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IpeaucaoBue

VYyebHoe mnocobue pa3paboTaHO JUIsi TMOMOINM BpayaM KIMHUYECKOM
MPAKTUKU, TIEPE] KOTOPHIMU €XKETHEBHO BCTA€T BOIPOC TOUHOW U CBOCBPEMEHHOM
JIMAarHOCTUKH JKeJIy0YKOBbIX HapymeHuit putma (JKHP), crpatuduxanuu pucka u
BbIOOpA ONTUMAJbHOW CTPAaTE€rMu JI€UYEHHsS] NAUUMEHTOB C JAHHOM KaTeropuewn
aputMuid. B coaepkanue y4eOHOTO mocoOus BOIILIM MaTEpUalbl U3 aKTyaJIbHBIX
OTEUECTBEHHBIX U 3apyOEKHBIX KIMHUYECKUX PEKOMEHJAIMH, MOCBAIECHHBIC
nuarnoctuke u jieuenuto JKHP, pazpaborannsie Poccuiickum kapiuoaorudeckum
obmectBom (PKO) coBmectHo ¢ BcepoccuiickuMm HallMoOHaIbHBIM OOIIIECTBOM
aputmosioroB (BHOA) 2020, Esponeiickum obuiectBom kapauosoros (EOK) 2022,
EBpa3zuniickue KIMHUYECKUE PEKOMEHIAINU MO TUArHocTuke u yedeHuro JKHP u
npoduiiakTUKe BHE3amHoW cepaeuHoit cmeptu 2022. Kpome Toro, B ydeOHOE
MocoOre BKJIIOUECHBI HEKOTOPHIC TOJIOKEHUSI M3 COTVIACUTEIBHBIX JOKYMEHTOB,
MOCBSIEHHBIX ~ MPUMEHEHHIO  KaTeTepHoW  abnanuu,  MEIUKaMEHTO3HOU

AHTHAPUTMHUYECKOU TEPANIUU U T€HETUUYECKUX nccnenoBannit npu KHP.



Cnucox coxkpameHui

AAII — aHTHapUTMUYECKUN penapaT

AB — aTpuOBEHTPUKYJIIAPHBIN

AJl — aprepuanpHO€E 1aBI€HUE

AKIDK — apuTmMOreHHast KapAMOMHONIATHUS IIPABOTO XKEITYI0UKa
BJIHIII" — 6mokana aeBoi HOXKKHM Ty4dka [ mca
BITHIII" — 6nokana nmpaBoil HOXKHU nyuka ['uca

BCC — BHe3amnHas cep/ieuHasi CMepTh

BCO®U — sanexTpodusnonornyeckoe uccieoBaHue
['KMII — runeprpoduueckast KapAnOMHUONATHS
JAKMII — nunatanimoHHas KapauOMUOIIATHS

KA — xeny104KkoBbIE apUTMHUHU

KT — xenygoukoBasi TaXUKapaus

KD — kenynoykoBast S3KCTpacucToIa

UM — undapkT MHOKapaa

KIDKT — xaTexonamuHepruyeckasi noauMopdHast ;keay10uKoBasi TaXUKApAHs
JDK — neBbIl x&eny104ex

MPT — marHuTHO-pe30HaHCHAs! TOMOTpadus

HXXT — HamkenynoukoBasi TaXUKapaus

I1]I — moTteHIMan AeUCTBUS

IDK — npaBslii sxemyaodex

[1CXK — nporpamMmupyemMasi CTUMYJISLMS KEITYJOUKOB
CC3 — cepaedHO-coCyIUCThIC 3a00IeBaHUS

CYUQT — cunnpom ynnmHeHHOTo uHTepBaia QT
CVY-OKI" — curnan-ycpennensas OKI

OBJIK — ¢pakuus BeIOpOCa JIEBOTO KelyA0uKa

OXK — pubpumALms )KeTyJ0UKOB

XM — X0nTEpOBCKOE MOHUTOPUPOBAHUE

YCC — gacroTa cepAe4HbIX COKpALCHUM

OKT — snexTpokapanuorpamMmma

OPII — s dhexTuBHBIN pedpaKkTepHBIN TEPUOT



QTc — xoppurupoBanHubiii uHTEpBanT QT

Bsenenue

XKenynoukoBble HApyLICHHUs PUTMA WJIM KEJIyAO4YKOBble aputMuu (JKA) —
000011IeHHOE Ha3BaHUE PACCTPOIMCTB CEPACUHOTO PUTMA, MPU KOTOPHIX UCTOUHUK
AKTONMUYECKON aKTUBHOCTU WJIA KPyra pUEHTPU HaXOaUTCs HUke mydka ['uca, T. e.
B €r0 BETBsX, ceTu [lypkuHbe WU B MUOKAP/IE KETYT0UKOB.

[IpoGnema KA TecHO cBsi3aHa C MOHSATUEM BHE3AMHOW CEPIEYHON CMEpPTH
(BCC). BCC cocraBnser MoJIOBHHY OT BCEX CMEPTEW MPHU CEPACUHO-COCYIUCTHIX
3aboneBanusx (CC3): mo pacueraMm OKOJIO 7 MHWJUIMOHOB YEJIOBEK YMHUPAET
BHE3allHO BO BCEM MHpE, NpU OSTOM Haubojee yactbii Mexanusm BCC —
YKEITyI0YKOBasi TAXUAPUTMUS.

Hauubie o pacupoctpaneHHoct BCC B Poccuu orpanuydeHsl, B TOM YHCIIE
ocobennoctsimu peructpaunun BCC. Jlons BCC Bo Bcex BO3pACTHBIX TIpyIIax
coctaBmia 49,1% (15420 u3 31428 Bckpertuii, wim 123,3 va 100 ThIC. HaceneHus B
ron). I[Ipu stom pacnpoctpanenHocts BCC B Bo3pacte ot 1 10 45 neT cocraBuina
27,5% (2790 u3z 10132 BckpeiTuit). OgHako Oosiee OMMBKUMH K PEaTbHOCTH
npeactaBisitoTes 3HadeHus 200-250 Thic. 4eI0BEK B TO/I.

KomunuectBo ciiyuaes BCC yBennuuBaetcs ¢ Bo3pacToM. B MitaieHYecKom u
nerckoM Bo3pacte BCC cocrtabmsier 1 Ha 100 000 yenoBeko-ner. B cpennem
Bo3pacte (5-6-i aexansl xku3aM) yactora BCC coctaBiser okono 50 Ha 100 ThIC.
YeJI0BEKO-JIeT, JocTuras K 8-i jmekaje ku3Hu yacTtoTel 200 Ha 100 ThIC. YeI0BEKO-
net. B mob6oMm Bo3pacte cpenu myxunH dactora BCC Brilie, 4em cpean KCHIINH,
JaXKe Mpu MomnpaBKe Ha Tako dakTop pucka kak MBC.

CBoeBpeMeHHasi JMArHOCTHKA U puck-ctpatudukamus KA  Oyx;er

CIIOCOOCTBOBATH YJIYUIIICHUIO MPOTHO3a manueHToB ¢ JKHP.

I'maBa 1. Bonpocbl TEpPMHHOJIOTHH KeJTyI0YKOBBIX TAXUKAPAUN U BHE3ANHOM
cepaeuyHoi cmeptu. Kitaccupukanus ey 109KOBbIX aPUTMH A
Huxe npuBeIeHbBl OCHOBHBIE TEPMHUHBI U IIOHATHUA, CBA3aHHBIE C

Kenya0oukoBbIMU aputMusiMu 1 BCC.



KenynouxkoBass 3kcrpacucroina (KI) — mnpexneBpemenHas (1o
OTHOUIEHUI0O K OCHOBHOMY pHUTMY) DJJEKTPUYECKas akKTUBAIMS cepaua cC
yIIMpeHHbIM KomIuiekcoM QRS (mpogomkutensHocTh KoMiuiekca QRS >120 mc),
JUCKOPAAHTHOM BOJIHOM T 1O OTHOLIEHHIO K OCHOBHOMY 3YyOIly K€IyJIOYKOBOTO
KOMILJIEKCA U OTCYTCTBHEM BOJIHBI P miepe1 xKenyJOUKOBbIM KOMILIEKCOM.

Monoghoxycnvie unu monomopguvie K3 — K3 ¢ omgHoit mMopdonoruei
komiuiekca QRS.

Mynemughoxycnvie unu noaumopguvie K3 — K3 c pazHoir mopdomnoruei
koMIuiekca QRS.

7KD ¢ KOPOTKUM MHTEPBAJIOM cuenieHus — 2K, KOTOpbIE HAKIIAAbIBAKOTCA
Ha T-BOJIHY NpeIIECTBYOLIETO IPOBENEHHOIO COKPAILICHUS.

YCKOpEHHBIA KETYyIOYKOBBIM PUTM — >3 TMOCIEHOBATEIBHBIX KOMIUIEKCA C
yactotor >40 ynapoB u <100 y1apoB B MUH, UCXOASIINE U3 KEITYIOYKOB.

HeycroitunBas :xeaygoukoBasi taxukapausa (HYKT) — xenygoukoBas
TaxyKapaus IPOJOJKUTENBHOCTBIO MeHee 30 ceK, IPEKPalaroIIasicsl CIIOHTAHHO.

YcroituuBas :xejyaoukoBass taxukapaus — JKT nOpoaoDKUTENBHOCTHEO
>30 cex WM TpeOyIoIIasi BMENIaTeIbCTBA ISl KY[TMPOBAHUS.

Momnomopguas KT — KT npu Hanuuuu oauHakoBoi KoHpurypaunn QRS-
KOMILJIEKCOB.

Honumopguas KT — KT ¢ HecTtaOuiIbHOHN, MEHSIIOLIEICS KOHPUTrypanuen
QRS-xommIeKCcOB.

Jleynanpaenennas KT — anpTepHanus ppoHTanbHON ocu koMiuiekca QRS ot
COKpAIllEHUsI K COKpallleHWI0 (BCTpeYaeTcss MpU KAaTeXOJIAMUHEPrHYEeCKOM
O TMMOP(PHOI KT), CHUHIPOME Anpepcena-TaBuia, JTUTOKCHUHOBOM
WHTOKCUKAIIH, OCTPOM MHOKAPIUTE.

Kenyooukosas maxukapous muna «nupysmy — TaXUKapAus TUNA «ITHPYIT»
(Taxukapaus tuna torsades de pointes), moarun moaumopduoin XT, cBsi3aHHBIN C
YIJIMHEHUEM TPOJOJDKUTEIbHOCTH MHTEpBaia QT, ¢ MOCTOSTHHO M3MEHSIOLUMUCS

komIuiekcamu QRS, koTopble UMEIOT BUA CHHYCOUIBI BOKPYT 0a30BON M30JIMHUU

OKT.



DyeKTpUYecKUH mTopM — Tpu uiu 6osiee snuzona KT B Teuenue 24 4, npu
WHTEPBAJC BPEMEHH MEXKIYy JMU30JaMUd HE MEHee 5 MUuH, TpeOyromwux Jmbo
AHTUTAXUKAPAUYECKOW  AJICKTPOKAPAUOCTUMYIISIIIUKM,  JIMOO  DIEKTPUYECKOU
KapIuoBepCHy/ e pUOPUILISITIY.

Tpenemanue sHceny0ouxo8 — pUTMUUHbBIC, BRICOKOAMILTUTYAHBIC, YIIIUPEHHBIC
AIEKTPUUECKUE OTKIOHEHUS JKENyI0YKOB ¢ yacToToi Oosiee 250 B MUH., BOJIHBI T
HE ONPEIEIISIIOTCA.

Qubpunnayus HceryoouKko8 — XaoTUYECKasl dJEKTPUYECKas aKTUBHOCTh B
BUJIE TMOJUMOP(MHBIX OCHUJUISIIUNA, TOCTOSSHHO UW3MEHSIONIUXCS IO CBOEH
KOH(UTYypaluu, aMIUIUTYAE, NPOAOJDKATEILHOCTA U YacTOTe, Uana3oH KOTOPOH
coctasisieT oT 300 u Bbiie B | MuH.

Yacmuvie oiceny0oukosvie  IKCMpACUCMONbl —  JONS  SKTONMHYECKUX
KoMIuIeKcoB >10% oOT coOKpalleHuil ceplla IO [JaHHBIM XOJTEPOBCKOIO
MouutTopupoBanusi DKI' (XMOKI'), uro BakHO Npu MNPOTHO3UPOBAHUM PHUCKA
pPa3BUTHUSL KapAUOMHUOIIATUH, ACCOLIMUPOBAHHOM C apuTMHEW. [ MalMeHToB C
OCTPBIM MH(DAPKTOM MHUOKAP/A «Y4aCTHIMUY CUHTAIOTCS dKCTpacucToisl >10 B yac,
YTO BaXHO C TOYKM 3PEHUS IMPOTHO3a JKUZHCYTPOXKAIOIIUX >KEITYyJOUYKOBBIX
TaxXUapUTMHM.

BHe3anHasi cMepThb — HENPEIBUICHHOE CMEpPTEIbHOE COOBITHE, HE
CBSI3aHHOE C TPaBMOM M BO3HHUKalollee B TeyeHHWe | 4. ¢ MOMEHTa MOSIBICHUS
CUMIITOMOB Yy TIPaKTUYECKH 370pOBOro uenoBeka. Ecou cmepth mpousonuia 6e3
CBUJETENEH, O BHE3aMHOW CMEPTH TOBOPSAT B TOM Ciy4ae, €CIM NOTHOuIni
HaxOJWICS B yIOBJIIETBOPUTEIIBHOM COCTOSIHUM 3a 24 Jaca 10 CMEpTH.

Bue3annas cepaeunas cvmeptb (BCC) — TepMuUH npuMEHSETCS, €Cld
BHE3aIlHasi CMEPTh BO3HUKJIA Y CYOBEKTa C U3BECTHBIM TP KU3HU BPOXKIECHHBIM
WM TPUOOPETEHHBIM TMOTEHIMATLHO (haTadbHBIM 3a00JICBaHUEM CEepJla, WU
MATOJIOTHSI CEPICUHO-COCYAUCTON CUCTEMBI Obljia BBISIBIIEHA HAa ayTONICUU M MOTJIa
OBITh TPUYMHON CMEPTH, WU €CIM OYEBUJIHBIC SKCTpaKapJauajbHbIe MPUYUHBI
CMEpPTU MO J[JaHHBIM ayTOICMU HE BBIABJICHBI, U HAPYIIEHUE PUTMA CIYKUT

HanOoJiee BEPOSTHON MPUIMHON CMEPTH.



Buezanunas ocmanosxka cepoya (BOC) — wHemnpeaBUJIeHHas OCTaHOBKA
KpOBOOOpaIleHNsI, BOSHUKAIOIIAsl B TeUeHHEe | yaca ¢ MOMEHTA MOSABIICHUSI OCTPBIX
CUMIITOMOB, KOTOpasi Obljla YyCTpaHEHa C MOMOUIBIO0 YCIEIIHBIX peaHUMAIIMOHHBIX
MeponpuaTuid (Hampumep, Aehudpmwsaiun). B MexmyHapogHoi kiaccudukanum
6onesneii-10 o6o3Havaercs .46 «OctanoBka cepama» u 1.46.0 «OctaHoBKa cepiia
C YCIEIIHBIM BOCCTAHOBIIEHUEM CEPJICUYHON JEATEIIBHOCTH.

Cunopom 6He3anHol apummuieckou cmepmu — HEOObSICHUMAs BHE3AIHas
CMEpTh, BO3HUKIIAs y 4YeJIOBEKa crapumie 1 roga, mpu KOTOPOM IOIYYEHBI
OTpULIATEIbHBIE PE3YJIbTATHl TOKCHUKOJOTMYECKOTO W MHAaTOMOP(OIOrHYECKOTO
UCCJIEIOBAHHUS.

NanonaTnyeckasi KeJyAOYKOBAas AapUTMHA — KOIJa KIMHUYECKOE
oOcne0BaHNEe TNAlUEHTa HE IO03BOJIMJIO BBISIBUTH 3a00J€BaHUs, MOTEHUHAIbHO
aCCOLIMMPOBAHHBIE C JKEIYT0YKOBOI apUTMHUEH.

Ilepeuunass mpopuiaaktuka BCC — MeponpusTHs, HalpaBiI€HHbIE Ha
camkenue pucka BCC y mun, umeromumx nossimeHHbI puck BCC, Ho 6e3 anamHe3a
YTPOXKAKOLIUX KU3HU apUTMUIN WU NPEJOTBPAILEHHON OCTAHOBKH CEPILA.

Bropununas npodunakruka BCC — meponpusTus, HanpaBICHHBIE Ha
cHmkenne pucka BCC y nui, nMeronmmx aHaMHE3 YIrpOKarolUX KU3HU apUTMUI
WJIM MIPEJOTBPAILEHHON OCTaHOBKH CEPALA.

HNurepBan QT — oTpaxkaet 2JIEKTPUUYECKYIO CUCTONY KETyI0YKOB (BpeMs B
MUJUTUCEKYH/IaX oOT Hadama komiuiekca QRS mo konma 3yb6ma T). Ero
MPOJIOIKUTEILHOCTh 3aBUCUT OT mosa (y skeHmuH QT gnuHHee), Bo3pacta (c
Bo3pacToM QT ynnunHsiercs) u yacToThl cepaeunbix cokpamenuit (HCC) (obpatHo
MPOTOPIIMOHANIEHO). {7151 oOBbekTuBHOM orieHku nHTepBana QT B HacTosIIee Bpems
noJib3ytoTcsi kKoppurupoBanHbiM (¢ nomnpaBkoid Ha YCC) unrepsaiom QT (QTc),
onpenensieMbiM 1o hopmynam baszerra u ®@penepuka. B Hopme QTc cocramusier
340-480 mc auns xenwuH u 340—460 mc 11t Mmy>xuuH. [laTonornueckum cunraercs
npu 3HaueHuu 6onee 500 mc.

Kapanommnonarusi, accounupoBannas ¢ apurmueii (KAA) — nunartanus

MOJIOCTEH JKeNIyJ0uKa(OB) M CHUYKEHUE CUCTOJMYECKON (YHKIIMH KEITyT04Ka(0B),



HanOoJiee BEPOSATHO BO3HUKILIKE WIH yCYryOuBInecs Ha (JOHE HAPYIICHUs] pUTMa
cepaua, Hanpumep, yactod KO, HenpepsiBHO-peuuauBupyomein KT,
GbubpWIISIMY peicepAnii, peAcepIHON TaxuKapauu U 1p. Bo MHOTHX ciyyasx
KAA o6parnma 4aCTUYHO WM MTOJIHOCTBIO MOCJE KYTUPOBaHUs apuTMuH. [ToMumo
YaCTOTBhl PUTMA, JIOJM IKTOMUYECKUX COKPALIEHUN CEpALA TAKKE UMEET 3HAUCHUE
mMpHUHa SKTonnueckux koMruiekcoB QRS B pucke pazsutus KAA.

Knaccudukanuu XHP, ocHoBanHbie Ha Ture u konudectBe JKHP, Oputm
chopmynupoBanbl 6osee 40-50 ner Hazan. OgHAKO B CBS3M C CYIIECTBEHHBIM
pPa3BUTHEM 34 TOCIEIHHUE JIBa IecaTuiieTnss MmetonoB JieueHusa JKHP, BHenpenuto
MEPCOHAIN3UPOBAHHBIX MMOJXOAO0B K IMAIMEHTaM HA OCHOBAHWUU COBPEMEHHBIX
METO/IOB O00CJIEIOBaHUN, YCOBEPIIEHCTBOBAHUSI OIEHKH TPOTHO3a JKU3HU U
pPa3BUTHS OCJIOKHEHUH, BO3HUKIA HEOOXOJIMMOCTh B HOBOM CHCTEMaTU3ALMH
nanubix 0 JKHP s npaktudeckux Bpaueit. Muorue napametpsl JKHP (nampumep,
CUMIITOMHOCTh apUTMUU, OpeMsi (Harpy3ka) apuTMHH, 3JIEKTPODU3UOTOTUYECKUM
MEXaHMU3M M JIOKaJu3alusl ouara apuTMHM) TPaAKTUUECKA HUKOTa HE OTPaXKaroTCs
B KIIMHUYECKUX JMAarHo3ax, HO MMEIT KOJOCCAIBHOE 3HAYECHHUE B ONPEACICHUU
CTpaTEruu JICUCHUS U METOAOB MOJIaBJICHUS APUTMHUH.

HoBas pacmmpennas Bepcus knaccuukauuu KHP, cucremarusupyromas
BAKHBIC XapPAKTEPUCTUKHU aPUTMHH, OKA3bIBAIOIIINE BIUSIHUE HA TPOTHO3 U JICUECHHUE,
npeacraBieHa B npoekrte KnumHudeckux pexkomeHpanui <« KeimyaoukoBbie
HapylleHus putMa cepana. Baesannas cepaeunas cmepth» 2023 (tabmuna 1). B
kiaccudukanuu 06o3HaueHsl xapakrepuctuku JKHP, koTopele crienyeT yka3piBaTh
B JIMarHO3€ WM B ONKWCAaHWM JUardHo3a B MEIHUIMHCKOM JIOKyMEHTAalluu
(0003HAYEHBI KaK «KIIFOUEBAsi XapaKTEPUCTUKAY); a Takxke xapaktepuctuku KHP,
KOTOpbIE HE SBIAIOTCS O00S3aTeNbHBIMU B JUArHo3e, HO >KEJaTeNbHbl MOCIe
JIOITOJTHUTEIIBHOTO obOcnenoBaHus nalureHTa W BBITIOJTHEHUS
ANIEKTPOPHU3NOIOTUYECKOTO HUCCIIETOBAHUS.

Tabnuya 1. Knaccuguxayus scenyoouxosvix apummuti (KP PKO, nepecmomp 2023)

Knunuueckas snauumocmo u
Xapaxmepucmuka uenecoodpazHoCmo 6blHECeHUA
6 ouazno3

Tunoi KA
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Kenynoukosas sxctpacucronus (XKI): oguHouHas1, mapHast

Kenynouxosas Taxukapaus (OKT)

Oubpusiius xenynoukon (OXK)

Tpeneranue xenynoukoB: OobicTpast KT ¢ Hepa3IuIUMbIMU
3yoramu T (00bI9HO yacToTO# >250 ya/MUH)

KiroueBas xapakTepucTuka.
BreinocuTcsa B quartos.
Heo0xoauMo BEIHECEHHUE B
JINArHo3.

IIo pymmrenbHOCcTH M MoBTOpsiemocTH KT

VYceroitunBas (uTeabHOCTh > 30 CeKyH/T)

HeycroituuBas (quinrenbHocTh MeHee 30 cekyHn)

HenpepbiBHO-peninanBrpyromas (KT, KoTOpas
pELUIMBUPYET B T€UEHUE HECKOJIBKUX YacOB, HECMOTPS Ha
MOBTOPHBIE MOMBITKU KYITHMPOBAHHS)

DNEKTPUUECKUN HITOPM

KirroueBas xapakTepHuCTHKA.
BeiHOCUTCS B 1MarHos.

ITo mopgoaornu QRS

Mounomopdras (Bce QRS moxoxwu npyr Ha apyra)

[Tomumopduas (QRS oTnmuaroTcs)

[Tneomopduas (Gonee omHON ONpeneIeHHON MOPHOIOTHH
QRS Bo Bpems oxnoro smm3ona KT, Ho mopdonorus QRS
HE SBJISICTCS IOCTOSTHHO M3MEHSIOIICICST)

KiroueBas XapaKTCPHUCTHUKA.
Brinocutcs B nuartos.

ITo xapakTepy 0CHOBHOTO 3200JIeBAHUSI

KenynoukoBble apuUTMHHU IIPU OTCYTCTBUU CTPYKTYPHOI'O
3a00JeBaHUs Ceplla U KaHAJIOMATH

KenynoukoBble apUTMUU MPU OTCYTCTBHUM  SIBHOTO
CTPYKTYpHOTO  3a00JieBaHHMSI  Cepllla TMpU HAIAYUU
BPOXKJICHHBIX CHHAPOMOB WM T. H. KaHanmonatuii: CYUQT,

cu"apom bpyrana, karexonamuH3aBUCcHMas oJuMop¢Has
KEIYJOUKOBasi  TaxuKapAus, CUHIAPOM  KOPOTKOIO
untepBasia  QT, cuHApoM paHHEW penoispuUzaLuu
KEITYJI0O4YKOB

KenynoukoBble apuUTMUM IPU  OTCYTCTBHM  SIBHOTO
CTPYKTypHOro 3a0ojieBaHUsl cepiua NpU  HAIUYUH

o0paTUMbIX METa0OJNYECKUX WIU JIEKApPCTBEHHBIX NPUYUH
(HarmpuMep, BTOPUYHBINA CUHJIPOM YAJIUHEHHOTO UHTEpBaia

QT)

XKenynoukoBele apuUTMUU TPH HAIUYHH CTPYKTYPHOTO
3a00seBaHus cepaia

KinroueBas xapakrepucTuka.
BriHocuTcd B quartHos.

HeoOxonuMo  BbIHECEHHE B
IMarHo3 KOHKPETHOTO
3a00/eBaHuUs. B ciydJae
HIMOIATHYECKOM apTUTMUU

HCO6XOI[I/IMO YKa3aHHUEC Ha 3TO.

CHUMITOMHOCTD APpUTMHUH

CumnroMHas

beccumnromuas

KmroueBas XapaKTCPUCTHUKA.
BriHOCUTCS B IMArHo3.

Bpems (Harpy3ka) skejayn0ukoBoi apurtMun (st K9 # KeJ1y109KOBBIX PUTMOB)

<10% oT Bcex >KemyIO0YKOBBIX KOMIIJIEKCOB B TEUYEHHE
nepuoJia HabmoieHust mpu nposeaeHun XMIOKT

>10% oT BceX MKEeTyJOYKOBBIX KOMILUIEKCOB B TEUEHHUE
nepuosna HabmogeHus npu npoeneHun XMOKID (kak
MPaBWIO, SBISETCS 3HAUUMBIM JUISI MPO(HUIAKTUKH WM
JIeUeHHsI KapJUOMHUOIIaTHH, ACCOLMUPOBAHHOM C apuTMHEN)

JlomomHuTENbHAS
XapaKTepUCTHKA.
HeoOs3arensHa B auargose 10
MPOBEJCHUS  JIOTIOJTHUTEIHLHOTO
o0cenoBanus.

[lenecooOpa3HO BBIHECEHHE B
IUarHo3 ¢  (GOpMyIUpPOBKAMU
«JgacTas» W «HedacTas» IIocie
JI000CIICIOBAHHUS.

ITo MEXAHU3MY BOSHUKHOBCHUSA
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Ouar moBBIIIIEHHOT'O aBTOMAaTH3Ma

KT
MOCTIENOJIIPU3ALIIN )

Tpurrepnas (panHue WU MIO3/IHUE

PuenTpu (¢ yuactueM MU3MEHEHHON TKaHU MHOKap/a WM C

y4acTUeM MPOBOJIAILCH Tuca—

[Typkunbe)

BOJIOKOH CHUCTCMBbI

JlomoHuTENbHAS
XapaKTepPUCTHKA.
HeoOs3arensHa B 1uardose.

HuddepennmpoBka BakHA I
WHBa3WBHOTO JICUCHUS, a TAKKE
noaoopa Tepanuu npu
HEKOTOPBIX BHJIAX
(bacrukynsapras XKD wmm XKT),
PUCHTPU IO HOXKKaM IIy4YKa
I'uca.

BeiHeceHue B [arHo3 TOBOJIBHO
3aTPYJHUTEILHO B OOJILIITMHCTBE
ClIy4yacB 0e3
ANEKTPOPUZUOTIOTUIECKOTO

UCCJICIOBaHMSI.

ITo yacrore (nukiay) KT
Y CKOpEHHBIH KeITyI0YKOBBIA pUTM, yactota <100 yn/mMun | JlonmonHuTensHas
(ki >600 mc) XapaKTEPHUCTHKA.

Mennennas XT, <150 yn/mun (umxa >400 mc)

brictpas KT, >150 yn/mun (mukn <400 mc)

HeoOs3aTenbHa B JUarHo3¢.

BaxxHO 111 OLIEHKM MPOTHO3a,
Hactporku UK/, nmanupoBanus
KaTeTepHOM abmanuu.

[lenecoobpa3Ho BbIHECEHHE B
JIMarHo3 TocJiie YTOYHEHUS MpH

JIOTIOTHUTEIHLHOM
00cIeI0BaHNH.
ITo Joxkanau3anuu
Kamepa cepama: u3 mpaBoro keiayaouka, u3 JjeBoro | JlomomHUTenbHas
KeEIynouKa XapaKTEepPUCTHUKA.

Otnmen  »kenmyaoyka: TpoOBOJSLIAs CHUCTEMa  cepjaua
(bacuukynsipHBIC), BEIXOJHOW TPaKT (IIPaBOTO WM JIEBOTO
KEIyJouKa), CenTajbHble, W3 NaNWUISIPHBIX MBIIIII,
MEepUKJIAIIaHHbIE U T.]I.

Jlokanusauus B TONIE MHUOKAapAa: CyOdHAOKapauasbHAa,
cyOanukapuanbHasl, HHTpaMypaabHas

HeoOs3aTenbHa B JANarHo3c.

Juddepenunpopars
nokanuzanuio KA B HEKOTOPBIX
CITy4asix IOBOJIEHO HECIIOXKHO IO

crangaptaon  OKIT B 12
OTBEACHUAX (HanpuMmep,
BBIXOJIHOM  TpakT  IPaBOro
Kenmynouka). B nmpyrux cimydasx
TOJIBKO TIIATENBHOE

ANIEKTPO(U3NOIOTHIECKOE
KapTUPOBAHHUE MO3BOJISIET TOYHO
OIIPEICTINTh JIOKAJTN3aIHIO
BbIXOJa apUTMHUH.
[lenecooOpa3Ho BBIHECEHHE B
JIMarHo3 Mociie 1000CcIeI0BaHuUs
IpU BO3MOXKHOCTH JIOCTAaTOYHO
JIOCTOBEPHOTO OIpeICTICHUS
JJOKaJIN3aliiu.
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[Tpumeps! GopMyIUpPOBKH JUArHO3A!

1. Huarnoz no MKbB-10: 149.3. IlpexneBpeMeHHas [eNOIspU3alUs
KEITYJOUYKOB.

Onucanue auarnosa aputMun: Manonarnyeckas cumnromuas yacras (>10%
KEIyJOYKOBBIX  COKpallleHWd) MOHOMOp(HAs  OJWHOYHAS  >KEIYJOYKOBas
HKCTPACUCTOJINA U3 BBIXOJHOTO TPAKTa MPABOTO KEITYyA0UKa.

2. Huarno3 nmo MKB-10: 125. Xponuueckass umemudeckas Oo0je3Hb
cepaua. [25.2 [IlepenecenHslii B mnponuioM uHGpapKT Muokapaa. [47.2.
KenynoukoBas taxukapaus. 146.1. BHe3anHas cepieyHas CMepTh, TaK ONMCAHHAs.

Onucanue nuartHos3a aputMmuu: IlapokcuzManbHas CUMOTOMHAs (OCTaHOBKA
kpoBooOpamenuss ot 01.02.2023) ObicTpast ycroWumBas MOHOMOpGHas
JIE€BOKEIYOUKOBasl TaXUKapus Ha (poHe MOCTUH(HAPKTHOIO KapAHOCKIIEPO3a.

3. Hunarno3 mo MKb-10: 142.0 Iunataunronnasa kapauomuonatus. 150.0
3acToitHas cepAeyHasi HeIOCTaTOYHOCTh. 147.2. XKenyaoukoBas Taxukapausi.

Onucanue JMarHosa ApUTMHH: HenpepbIBHO-peIuANBUPYIOILIAS
cuMnTOMHas  (TOJOBOKpY)XKEHHE)  OBbICTpasl  JKemyJo4yKoBas  noiaumopdHas
Taxukapauss Ha (oHe mnpuodpereHHoro yanuHeHuss uHTepBana QT (mpuem
coTayiona).

Jist sxemymoukoBoit skctpacucronmu (JKD) B panHHem mepuojae mocie
uH(papkTa MUOKapza (crmycTs 48 4acoB) ocTaeTcsl akTyalbHOUN Kiaccudukanus B.

Lown u M. Wolf nns ctpatudukanuu pucka nosisienus KT.

I'maBa 2. MexaHU3MbI PAa3BUTHA KeJTYA0YKOBbIX APUTMH I
OcHognvimu mexanusmamu KA aensromes:
"  aHOMAJILHBIM aBTOMATHU3M;
" MEXaHW3M ITOBTOPHOTO BXO/a BOJHBI BO30YXICHUS (PUCHTPH);
® TpUITEpHAs AKTUBHOCTb, WHIYUMPOBAaHHAs paHHEH WIM TO3AHEU
MOCTICNOJISIPU3ALIUECH.

1. Anomaneuwiti agmomamusm (AHOMAIbHASA UHUYUAYUS UMNYTILCA).
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ApuTMUHM, B OCHOBE KOTOPBIX JICKHUT JAHHBIA MEXaHHU3M, YacTO CBSI3aHBI C
OCTPBIMU MEAMIIMHCKUMH COCTOSIHUSIMU (OCTPBIH MH(pAPKT MUOKap/aa B MepBbie 2
yaca, UIIEMUS), HAPYIICHUS JIEKTPOIUTHOTO UM KUCIOTHO-IIEIIOYHOro OaaHca,
TUITOKCHS, BBICOKAA CUMIIATUYECKUI TOHYC;

Ocnosnvie npusnaxu /KA, 8 ocnose komopwbix nedxcum anomanbHbli A8MOMAmMu3M:
e [locTenenHoe HaYajIO U OKOHYAHHUE;
e OO6pruHO «memneHHbie» Taxukapauu (UCC 110-150 B mun), 6€3 HapyLIeHni

FE€MOIMHAMUKHU.

2.  Apummuu no mexanuzmy puenmpu (reentry) (nosmopmwiii 6x00 0Hbl
8030YHCOeHUS).

@opMUpOBaHUE YCIOBHM JUIsi BO3HMKHOBEHUSI (EHOMEHa pPHUEHTPU B
MHUOKapJie >KEIyJOUKOB, B BHJE 30H 3aMEIJIEHHOTO MpPOBEIEHUS BO30YXKIEHU,
YYaCTKOB MBIl CEPALa C PA3HBIMU IO BEJIMYMHE PEPPAKTEPHBIMU MTEPUOJIAMH,
OOBIYHO CBSI3aHO C MATOJOTMUYECKUMU HU3MEHEHUs MU B Muokapae. [loatomy
napokcuzmaiibHas JKT B mogasiisitorieM OOJNBIINHCTBE CIIYy4aeB OCIOKHSAET TEUEHHE
TSDKEJIBIX 3a00JIEBaHUN cep/ia, Takux Kak uiiemudeckast 6omnesns cepana (UBC),
0COOEHHO MPU HATMYUHU MOCTUH(APKTHBIX pyOIIOB U XpOoHUYECKOH aneBpu3Mbl JK
(AJDK),  BocnamurenbHble  3a00Ji€BaHHMS ~ MHUOKapAa,  KapJUOMHOMNATHU
(nunatanumonHas  (JKMII), runeptpoduueckas (I'KMII), apurmorenHas
kapauomuomnarust muokapa [DK (AKIDK) u ap.), undunbTpatuBHbie 3a0071€BaHUs
MUOKapAa.

[Ipy MexaHuU3Me pPHUEHTPU BOJIHA BO30YXKIEHHUS, PACIPOCTPaAHIETCS 110
3aMKHYTOM IIETJIE!

* BHauase eKTpruueCcKril UMITYJIbC (IKCTPACUCTOIMYECKUIN UITM CUHYCOBBIH )
BCTpEUaeT Y4acTOK OJIOKaJbl MPOBEACHUS IO OJTHOMY U3 HAIPaBIICHUH.

* 3aTeM 3TOT UMITYJIbC O0XOIUT HEBO30YIMMOE MPEMSATCTBUE U BO3BPAILIAETCS
yepe3 NepBOHAYAIbHO OJIOKMPOBAHHBIN Y4acTOK ¢ POPMUPOBAHUEM HETIPEPHIBHOTO
JIBUKEHHUS] UMIyJbCa [0 3aMKHYTOM TNeTiie W JajlbHEHIIMM BO30YXKICHHEM

npeACcepaAnil U KeIy04KoB (puc. 1).
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A ) B

A - bnokaga npoeegeHus, b - Bo3BpaT umnyneca, B - kpyroBoe Bo3byxgeHue.

Pucynox 1. Mexanuzm nosmopnozo 6xo0a 80iHvl 8030)cOeHUsL (PUEHMPU)

OcHnosnvie npusnaxu KA no mexanusmy puenmpu:

e YacToil mpUUMHON PUEHTPU B MHUOKAP/E KEIYJOUKOB SIBISETCS PyOIioBas

TKaHb (mocie UM, KMII);

o CyOctpar puentpu KA, ogHaXIbl BO3HUKHYB, UMEET TEHJCHIIUIO OBITh

MOCTOSTHHBIM;

e HaunHaroTcs u OKaHYMBAIOTCSI BHE3AITHO;
e OO6p1uHO «ObIcTpBIe» Taxukapauu (HCC 140-200 B MuH.);
o [IpoBoLMPYIOTCS HSKCTPACUCTOJAMHU, KapAUOCTUMYISIUEH (KYNUPYIOTCS

TaKxe).

[Tpumepom KT ¢ MexaHU3MOM PUEHTPH SABIISIETCS MOHOMOP(HAs yCTOMYNBAsT
KT Ha (oHE CTPYKTYpHOI IaTOJIOTUH CepLa.

3. Tpueccepnass akmueHOCmb, UHOYYUPOBAHHASA pAHHEU UAU NO30Hel

HOCMOenonApU3ayUel.

AputMusi 00YCJIOBJIEHA CIIEIOBBIMH OCHMUISIUUSMHA TPaHCMEMOPaHHOTO
MOTEHIHAJIa JOCTATOYHOW HWHTEHCUBHOCTU TIOCJIE  IPOXOXKJCHHS  BOJHBI
B0O30Yx1eHust. [IpuunHON TpUTTEPHBIX apUTMUNA MOTYT OBITh paHHUE U MO3HUE
OCTACHOIIpU3AIiK (pHC. 2).

OcHogHble NPpUHAKU MPUSLEPHBIX APUMMULL:

e [locreneHHoOE HAYaI0 U OKOHYAHHUE.
e BbI30B 1 KynupoBaHue MPU KapAUOCTUMYJIISIIUU (XYKE, YeM PELUIPOKHBIX).

e YacTo: HEyCTOMYMBBIN U PELUAUBUPYIOIANA XapaKTep.
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|
T-U wave

Delayed afterdepolarization
EAD

Pucynox 2. Pannue (A) u no3onue (b) nocmoenonapusayuu

[Tpumepom KT, B OCHOBE KOTOpBIX JIEKAT PAaHHUE MOCTACHOJISIPU3ALINH,
apigercst KT tuma torsades de pointes (TdP) mpu CYUQT (B Tom umcie
npuodbpereHHoM). Kak npaBuiio, OHU SIBISIOTCS Nay3a-3aBUCUMBIMU.

[To3naue MOCTAECTOJISIPU3ALIAN SABJISIFOTCS MPUYUHOMN
karexojamuH3aBucUMbIX JKT (tuma TdP), XKT npu auruTanvcHOM MHTOKCHKAIIHH,
uauonatuyeckux KT (M3 BBIXOAHOTO TpaKTa MPaBOTO KEIyJ0uKa, (aClUKYISIPHOM

KT u3 3amHeit BeTBHU JIeBO# HOXKKH yuka [ 'nca).

I'maBa 3. ®@a3bl NOTEHHAJIA JeHCTBUA KAPAMOMHOLMTA KeJTy10YKOB

Cepneunsiii motenmman aercraus (I1/]) orpaxaet 6ananc Mexmay BXOASIIUM
U UCXOISIIMMU HOHHBIMU TOTOKaMH. OJEKTpUYECKass aKTUBHOCTb cepaua B
(U3HOTOTMYECKUX YCIOBUIX HAUMHAETCA C BO30YKIEHUS KIETOK CHUHOATPUAIBHOTO
(CA) y3nma. MemieHHas pauacTtonmdeckas aenosspusanus kiaeTok CA-yszna
IIPUBOJUT K BO3HUKHOBEHHIO [1J[, KOTOpBIN pacnpocTpaHsAeTcs MO MPEACEPAUsIM,
aTpuOBEHTpUKYJsipHOMY (AB) y3my, cucreme I'uca—IlypkuHbe u MHOKapay
KEIyJ0YKOB,  BbI3bIBasI HMX  BO30yxzaeHue. Tem campiM 3a  CYeT
AIEKTPOMEXAHUYECKOTO COMPSIKEHUS MPOUCXOUT MOCIEA0BATENbHOE COKPALIEHUE
MPEICEPAUN U KETYTOUKOB.

11 kap IMOMHOIIMTOB COCTOMUT U3 5 mociiefoBaTeabHbIX (a3 (puc. 3): 1) daza
obicTpoil penonspuzanuu (daza 0), HaunHaeTcsd BO BpeMsi BXoja MOHOB Nat+ B
KJIETKYy T1I0 OBICTpBIM HATPHEBBIM KaHajmaMm; 2) ¢aza paHHEeH OBICTpOU

penonsipusanuu (paza 1); 3) ¢paza MensieHHON Aenoysipu3aluu, uiu miato (daza 2),
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KOTI'/Ia OJJHOBPEMEHHO MPOUCXOIUT BX0J1 HOHOB Ca2+ 1o MeJJIEHHbIM KaJblIMEBbIM
KaHaJlaM 1 BeIxoJ HoHOB K+; 4) da3za mo3mueit OpicTpoii penossipusaryu (daza 3),
oOycioBjeHHas MpeodIagaromuM BeIXooM HoHOB K+; 5) daza 4 — morenuuman
TTOKOSI.

Passutne u mnonnepxkanue IIJI B Mwuokapae perymupyercs paboToi
MHOKECTBa OEJIKOB MOHHBIX KaHajoB. TpaHcMeMOpaHHbIE OelKd 0OecrednBaroT
MOCTOSTHHBIN TOK HOHOB Y€pe3 MOHHBIC KaHAJIBI K CApKOJIEMMaM KapIUOMHOIIMTOB,
TeHEPUPYIONINX IEKTPUUECKUE UMITYIbChI. IOHHBIE KaHaAIbI IPEJICTABIIAIOT COOOM
nopooOpa3zyrone MeMOpaHHbIe O€JIKH, KOTOPbI€ MACCUBHO PErYJIUPYIOT MOTOK
HWOHOB TI0 AJICKTPOXUMHUYCCKOMY TPATUEHTy depe3 MeMOpaHy. MOHHBIE KaHaJbI
MPUCYTCTBYIOT Ha BCEX MEMOpaHax KJIETOK M BHYTPUKIETOUHBIX OpraHesul (Sapo,

MUTOXOHAPUH, SHIOTIIIA3MATUHYECKUN PETUKYITYM).

[ ] |0

K* ([cTabunm3sauma)

Pucynox 3. @azvl nomenyuana oeticmeusi KapoOuoMuoyuma

Bce woHHBIE KaHadbl COCTOST W3 OCHOBHBIX — O-CYOBEIUHHII U
JOTIOJTHUTEIbHBIX CYyObeauHull (puc. 4). OCHOBHOW CTPYKTYpPOH MOHHOTO KaHaya
SBJITFOTCSL Ol-CyOBEIUHUIIBI, KOTOPBIE OMPECISIIOT €ro HOPMaIbHYI0 (DYHKIIHIO, a

JIOTIOJTHUTENbHBIE [3-CyOBeAMHUIIBI PETYIUPYIOT KHHETHKY KaHasa.
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Benok kaHana
Bopora

Pucynok 4. Monexynapunas cmpykmypa Hampuego20 K1emouHo20 KaHala

[lepexon u3 COCTOSHUS TOKOSI (3aKpBITOTO) B OTKPBITOE COCTOSIHUE
Ha3bIBaeTCs akTUBauuen. Ilocime OTKpBITHS KaHajabl CO BPEMEHEM IIOJBEPIarOTCS
KOH(OpMamOHHOMY nepexony B YCTOWYUBOE HENPOBOJSILEE
(MHaKTUBUPOBAHHOE) COCTOSIHUE. VIHAKTMBUPOBAaHHBIE KaHAJIbI HE CIIOCOOHBI
MOBTOPHO OTKPBIBATbCS M JOJDKHBI TMPOMTH TMPOLECC BOCCTAHOBICHUS WJIU
peakTUBalMu OOpPaTHO B COCTOSIHUE MOKOS, YTOObI BOCCTAHOBHUTH CIIOCOOHOCTH
OTKpPBIBAThCS.

Bce nonHbie kaHalbl B pa3HOE BpEMsI HAXOASTCS B OTHOM M3 TPEX COCTOSHHIA:
IIOKOS, AKTUBALlMM W WHAKTHBaUWHW. brarojaps nepexoly HOHHBIX KaHAJIOB W3
COCTOSIHMSI [TIOKOSI B COCTOSIHME aKTUBALIMK TPOUCXOAUT TOK HOHOB, (DOPMUPYIOLIUIA

MeMOpaHHBIN TOK.

I'maBa 4. Posib HMOHHBIX KAaHAJIOB B PAa3BUTHH JKeJYyJOYKOBBIX APUTMMHIA.
Kananonarun

[IpaBunbHast  opraHus3auusi  SJEKTPUYECKOM  aKTHUBHOCTH  CepAua
OCYIIECTBIsIETCS OIaroaapsi HOpMaJIbHOMY (DYHKIITHOHUPOBAHUIO MOHHBIX KAHAJIOB
KapIUOMUOLIUTOB. [Ipu MyTanuu reHoB, KOAUPYIOMIMX OEJIKHM MOHHBIX KaHAJIOB,
pa3BUBAIOTCS TaK Has3biBacMble KaHajomatuu (Tabiuna 2). Kanamomatuu
00yCJIOBIIEHbI HapylleHHeM (YHKIIMOHUPOBAHUSI MOHHBIX KaHAJOB WU OEJIKOB,
peryaupyomux ux paboTy, W OTBETCTBEHHbI 3a OOJBIIMHCTBO CIIy4yaeB
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JKU3HEYTPOKAKIIUX APUTMUKA U BHE3AITHOM CEPACYHOW CMEPTH, HE CBSI3aHHOM CO
CTPYKTYPHBIMH 3a00JI€BaHUSIMH CEPIIA.

[IpeacTaBieHuss 0 MeXaHU3MaX pa3BUTUS TEHETUYECKH OOYCIOBIECHHBIX
apUTMHK, TEPMHHOJIOTHS U 00BEM 3HAHWUN HACTOJIBKO OBICTPO PA3BHBAIOTCS, UTO
MIPUXOAUTCS MEPEOLEHUBATh JTAHHBIE, MOJYYEHHBIEC €I1I€ HECKOJBKO JIET Ha3al, B
COOTBETCTBHH C HOBBIMU IIPEACTABICHUSAMM.

Buowi kananonamuii:

e CuHIpOM yInuHEHHOro uHTepBana QT

e CuHapom KopoTkoro uareppana QT

e Cunapom bpyrana

e Karexonamunepruyeckas nonumopgpuas KT

e CHHAPOM paHHEW PENOJISIPU3ALUU KEITYIOUKOB

L I/II[I/IOHaTH‘IGCKaH (I)I/I6pHJIJI$IHI/I$I KCIYOAOYKOB

Tabnuya 2. 'enemuueckue mymayuu, céA3aHHvle ¢ OUCPHYHKYUEU UOHHBIX
KAHANL08 U HCeNYOOUKOBbIMU APUMMUIMU

Kanaubl I'enn1 ApuTMHYecKHe CUHHAPOMBI (heHoTHIT)
VY nnunennsiid uatepsan QT (LQT1)
KCNQ1 Kopotkwuii uatepsan QT (SQT2)

VY anunennsiii uatepsan QT (LQT2)

KCNH2 i
KanneBLie Koporkuii untepsan QT (SQT1)

VY nnunennsiit uatepsan QT (LQT7)

Koportkuii uatepsan QT (SQT3)

Karexomamunepruueckast monmumopdnast KT

(CPVT3)

VY nnunennsiii uatepsan QT (LQT3)

Hatpuesbie SCNS5A Pannss penonsipusanus xenyno4ukos (ERS6)
bpyrana (BrS1)

KCNJ2

VY anunennsiii uatepsan QT (LQT3)
SCN5A Pannss penossipusaius sxenynoukoB (ERS6)
Bpyrana (BrS1)

Kanbuuessbie VY nnunennsiii uatepsan QT (LQTR)
Koportkuii uatepsan QT (SQT4)
CACNA1C Pannss penonspuzanus xenyaoukon (ERS2)
Bbpyrana (BrS3)
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HNonnpie  kaHanbpl  KJIacCUUUUPYIOTCS MO  Haumbojiee  CUIIbHOMY
POHHKAIOIIEMY HOHY (pHC. 5):

* Harpuessie;

» Kanuesrle;

» Kanbiuessle.

omB =} 2
0
3
4 4
Tok a-cybbeauHuua leH
BXO)J.ﬂU-lMﬂ { ' INa Nav1.5 SCN5A
L _r._ lca Cavi.2 CACNA1IC
‘ lo Kv4.3 KCND3

LR e /KU' KV15 KCNAS

I
_~A I« Kvil.1 HCNH2
—d (hERG)

 comntll, el .. Kv7.1 KCNQ1
(KvLQT1)

— __‘ Ik Kir2.1-2.3 KCNJ2/12/4

_ ) IK.ACh K|r31/34 KCNJ3/5

— KCNJ11

Boixogawmia {
TOK

=
-1
o
=
5
o
N

Pucynok 5. Hampuesvle, kanueswvie, Kanbyuesble UOHHbIE KAHAIbL
Ilpumeuanue: Cnesa — Kapouomuoyum npeocepouti, cnpasa — KapoOUOMUOYUM
HCENYOOUKO8.

4.1. Bxoasinue MOHHbIE TOKH

Bvicmpuoui nampueswiii mok (INa) u ceazannvie ¢ HUM Mymayuu

INa ocymectBiagercss 4epe3 NOTCHUUANyNpaBisiemble Nat-kKaHalbl U
obOecrieunBaer ObicTpyto aenoispuzammio (0 daza) B KapaumommonuTax
JKENYA0UYKOB, Npeacepani u B KJIETKaX BOJIOKOH [Typkunsbe.
[ToTeHunanymnpasiseMbiii Na+-kaHaia COCTOUT U3 OJHOU 0-CyObEAUHUIIBI U IBYX [3-
cyobeaunuil (puc. 4). OcHoBHbIC QYHKIIMKM KaHaa (4yBCTBUTEIBHOCTD K YPOBHIO
MEeMOpaHHOTO TOTEHIMajda, AaKTUBAIMd W WHAKTHBAIUS) CBSI3aHBI C  O-
cyorequauiieii. OCHOBHAs 0-CyObEIMHMIIA HATPUEBOTO KaHaja, (OPMUPYIOIIETO

HaTpueBblil TOK Navl.5, konupyercs reHoM SCNSA. Myranus 3T0ro reHa cBsi3aHa
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C Pa3BUTHEM TaKUX TSKENbIX apUTMHUI cepAla, Kak BpPOXACHHBIA CUHAPOM
ynauHeHHoro uHTepBasa Q—T (CYUQT 3 Twma), CHHAPOM IETCKOW BHE3AITHOU
cMepTH, uauonaTudeckas Gubpumsaus xenyaodkoB (OXK), cunapom ciaboctu
CUHyCcOBOro y3na (2-i1 Tun), cungpom bpyrama (1-it Tun), AKIDK wu

IpoTpeccupyloliee HapyleHue MpoBOANMOCTH, Oone3Hb JleBa—JIeHerpa (puc. 6).

LQTS

CACNACT

Brs/sqQTs

LQTS SCNS5A
i () sSQTS
Na
BrS i

LqQTs| KCNJ2

Pucynox 6. Csasv ecememuueckux avomanuu, OUCHYHKYUU KAHANO8, USMEHEHUs.
NOMEeHYUAna 0etcmeuss U HCU3HeONacHblxX apummuil

Ipumeuanue: Ycnosuvie obosnauenusn: LOTS — cunopom yonunennoco unmepsana QT,
SQT — cunopom xopomkoeo unmepeana QT, BrS — cunopom Bpyeada, INa — nampuegulii kaunar,
IK — ranuesvlii kanan, 1Ca — Kanvyueswlil KaHAl.

Myrtanus B rene SCNSA, cBsizaHHas ¢ pa3BUTUEM BPOXKIECHHOI'O CHHApPOMA
ynauHeHHoro umHTepBaia Q-T (CYUQT 3), BeBbIBacT ae)eKT HHAKTHBALMH
HAaTPUEBBIX KAaHAJIOB, NPHUBOASIIMN K TMOSBICHUIO IMO3AHEr0 HATPUEBOIO TOKA,
OTCYTCTBYIOLIETO B HOpPME, KOTOPBIM HEUTpamu3yeT BbIXxodammii K+ Tok u
VJIMHSET «IJIaTO», YTO MPUBOAMUT K yuiauHeHuto [1JI xkemynodykoB (yIjIuHEHHE
unteppasia Q-T). B cBow ouepear ymiuHenue uHTepBania Q-T mnoBbimiaer
BEPOSITHOCTh BO3HUKHOBEHMS pPAHHUX TMOCTACMHOJAPU3AIMNA, BbI3BIBAIOIINX
nonumopduyto KT no tuny «torsade de point’sy.

B ornnune or CYUQT 3, cunapom bpyraga xapakrepusyercs: 3aMeJIeHUEM
JIETIOJISIPU3YIONIETO HATPUEBOr0 TOKA U, KaK CIEACTBUE, 3aMEUICHUEM CKOPOCTH
OBICTPOI METOAPHU3AIMN B SITUKAPJIE MPABOTO Kenynodka. CHUKEHUE TIIIOTHOCTH
Na+-kaHajoB M0 OTHOIIEHUIO K TIOTHOCTH KPAaTKOBPEMEHHOI'O BBIXOJISIIEIO TOKA

[to mpuBOAUT K IIpEKAEBPEMEHHOM pPENOJISIpU3alnu U ykopoueHuto 111 B anukape,
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TOTJIa KaK B SHJOKap/e JAENOJIIpU3alisl BHYTPEHHUX CJIOEB MEMOpPAHbI MPOTEKAET
HOPMAJIBHO. B 3TOM CBSA3M pa3BUBAETCA AJEKTPUUECKAS T€TEPOr€HHOCTh MUOKApIa
npaBoro xenynouka. Kak crnenctsue, Ienoasspu30BaHHbIN YHAOKApA MOXKET CTaTh
WCTOYHUKOM TIOBTOPHOTO BO30YXKIEHUS MPEKICBPEMEHHO PEIOISIPU30BAHHOTO
AMHKap/a, ¥ BO3MOXKHO pa3BUTHE MoauMopdHoii xxemynoukoBoit Taxukapauu (KT).

Kanvyuesvie moxu (ICa, L u ICa, T)

B kapanomuonuTax oOHapyKeHbI JIBa MOTEHIHATyIpaBisgemMbix Tiuna Ca2+-
TokoB: L- m T-tuma. ICa L-tuma Oosbliie TpeAcTaBieH B KapAHOMHOIIUTAaX
JKEIIyZJOYKOB B CPAaBHEHHH C Kapaunomuouutramu npeacepauid. B kinetkax CA-u AB-
yzna ICa L-tuna (opMHpyIOT CHOHTaHHYIO JEMOJSPU3AIUMI0 U TPOBEIACHUE
umiyibca. 1Ca L-tuna MHrHOMpYIOTCS aHTAaroHMCTAaMU KalbIUs: Bepamamuil,
Hudeaunuu, nuituazeM. [Ca T-tuna B HamOOJIbIIEH CTENEHW MPECTABICHBI B
NMEeCMENKEPHBIX KIJIETKAaX U MPOBOAIIEH cucteme cepana. Amimuntyaa toka [Ca T-
tuna coctanisieT 20% ot ammutyasl Toka [Ca L-tuna. B otiimume ot ICa L-tuna,
ICa T-tuma He 4YyBCTBHTENbHBI K BHYTPUKJICTOYHOW KOHIEHTpauuu Ca2+ u He
OJIOKUPYIOTCS KJIACCUYECKUMH aHTAarOHUCTaMU KaJIbIIMEBBIX KaHAJIOB.

Cy1iiecTBeHHast poJib B MOJACPKAHUU BHYTPUKIETOYHOTO TOMEOCTa3a HOHOB
Ca2+ npuHagiexxuT puaHoAMHOBBIM penentopaMm RyR2. Hapymenue ux ¢GpyHkumnu
MPUBOAUT K M30BITOYHOMY BhIX0oay Ca2+ U3 capKOIJIa3MaTUUECKOT0 PETHKYIIyMa,
BbI3bIBas Tmieperpy3ky Ca2+ u TOBbIIAs TPUITEPHYIO AKTHUBHOCTH MHOKapAa
xemynoukoB. N. Liu 1 coaBT. BIEPBBIC BHIABIIN, YTO TUCHYHKIINS PUAHOJUHOBBIX
peuentopoB (RyR2) sBisieTcss npuUUMHOW pa3BUTHUS KaAMeXOJNAMUHEPSUYECKOLL
ROIUMOPGYHOU dHceny0oukosol maxuxkapouu. B pesynbrare myTtanuii B rene RyR2
pa3BuBaetcs okoisio 55% cimydae KIDKT.

Bropoii renotun KIDKT cBsizan ¢ MyTauusMu B T€HE KallbCEKBECTPHUHA-2,
KOTOPBI  SIBICTCS  OCHOBHBIM  KaJbIUW-CBSI3BIBAIOIIUM  OEJTKOM B
CapKOIUJIa3MaTUYECKOM peTHKyIyMe KapauomMuouutoB. benku RyR2 u CASQ2
BOBJICUCHBI B OJIMH BHYTPUKJIETOUHBIH METaOOJUYECKUHN MPOIECC, CBA3AHHBIN C
KOHTPOJIEM IMMOTOKOB BHYTPUKJIETOYHOTO KAJBIUS U KOHIIEHTPAIIMA CBOOOHOTO

KaJdbllUd B LIHUTOILJIa3MCE. BCJ'ICI[CTBI/IC MYTaHI/Iﬁ B 00OMX TeHax MMPOUCXOOUT
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YCHUJICHHOC BBICBO60)KI[CHI/IC HMOHOB KajJdblMsa M3  CAPKOILIA3MAaTH4YCCKOI'O
PETUKYJIyMa B OTBCT Ha BXOJ HMOHOB KaJlblIMA B KIICTKY, BbI3bIBAA IICPCIPY3KY
KIICTOK JAdaHHBIMKM HOHaMH, 4YTO YCHJIINBACT TpaHCMCM6paHHy1-0 AUCIICPCHUIO

penonsipusanuu U 3amyckaet JKT o MmexaHusmy pUeHTpH.

4.2. BeIxoasiue TOKU

Kpamxkospemennwiii evixooswuti mox (Ito)

Tox Ito yuactByeT B (ha3e panneit penosnspusaruu [1J] kapAMOMHOIIUTOB U
KJIETOK  npoBomsmen  cucrembl  ['mca—Ilypkunse. Ito  cocrout  u3
MOTEHIHATYYBCTBUTENBHOTO Ca2+-He3aBucuMoro K+-roka Itol u aktuBrpyemoro
kanbiueMm Cl-Toka Ito2.

Tox 3adeporcannoeo evinpsamaenus (1K)

Tok IK momyuus cBoe Ha3BaHHWE B CBSI3U C OTHOCUTENIBHO MEIJICHHON
aKTHBAIMEH TI0 CPaBHEHUIO ¢ Apyrumu Tokamu. Bee Tpu kommnonenTa IK (IKs, IKr
u I[Kur) paznmuuarorcss MO BpPEeMEHHOM KHHETHKE U (HapMaKoJOTHYECKON
yyBctBUTENbHOCTU: [Ks (Memnennsiit [K), IKr (ObicTprrit 1K, 61okupyercs AAIT 11
knacca), [Kur (cBepxObictpsiii IK). Bee Tpu xommonenta IK urparor ocHOBHYIO
poJIb B pernosisipu3aiiuu B KoHiie ¢assl 2 u ¢assl 3 [1]] kapauomuonutos. biaarogaps
pa3IUYHOW CKOPOCTH HWHAKTHBAlMM MX BKJIAJ B PENOJISPU3ALUIO HAMPSMYIO
3aBucuT oT UCC. YBenuuenue IKs npu noseimennn YCC npuBOAUT K YCKOPEHUIO
penoIIpu3aIy U, TAKUM 00pa3om, ykopouenuto [1/] (Tak Ha3pIBaeMasi «4aCTOTHAS
azanTarus»).

Pouis IK B penosnsipusanmu KiIeTok cepna BaxkHa, YTO IPOSIBIISIETCS IIPU PAIE
BpOXKJIeHHbIX U npuoOpereHHbix Gopm CYUQT, oOyciioBIeHHBIX HapylIEHUEM
GbyHKUMNA 3TUX KaHaNoB. Tak, IB€ MyTallMy IreHa, KOAUPYIOLIErO 0-CyObeIUHUILY
IKs, o6ycnosnuBaroT aABa BpoxkaeHHbIX cuHapoma: CYUQT1 u CYUQT-JLNL (1-s
dbopma cungpoma Jervell u Lange-Nielsen). A nBe MmyTtanuu resa B-cyObeAMHUIIbI
(MinK) IKs npuBoasat k cuaapomam CYUQTS u CYNQT-JLN2.

Mytamus a-cyosenunanipl [Kr (HERG) sBnsercs mpudwHONW pa3BUTHS
cugapoma CYUQT2, a myrauusa B-cyowseaunuisl (MiRP1) storo ke kanana

npuBouT K cunapomy CYHQT6. Bce mepeunciieHHble CUHAPOMBI OOBEIUHSET
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ynnuHeHnue uHTepBana QT, koTopoe cTaHOBUTCA CyOCTpaTtoMm JUisl pa3BUTHSA
x)usHeyrpoxarommx KT.

Ykopouenne narepBana QT BbI3bIBaCT MyTallly B FeHaX KaJIMEBBIX KaHAJIOB,
NPUBOJAIINE K MOBBIIICHNI0 akTUBHOCTH IKr, yKOpOUeHHIO ATUTENBHOCTH (ha3bl
penonspuzatiu  [1J[ U yMEHBIIEHHIO TPOAOKUTEIBHOCTH pedpaKkTepHOro
IIEpUOJIa MHUOKApAa MKEIYJOYKOB, YTO COIPOBOXKIACTCS YMEHBIICHHEM JJIMHBI
BOJIHBI BO3OYXKIEHHs, TpeIpacroiaraionee K BO3HUKHOBEHHUIO >KEITYJOYKOBBIX
apUTMMI 110 MEXaHU3MY PUEHTPH.

Tox anomanvro2o (6xo0suezo) svinpsamnenus (IK1)

IK1 pacnonaraercs B BosiokHax IlypkuHbe, KapaAMOMHOIIUTAX IPEACEPINN U
xenmyno4koB. IK1 nmomyuns Ha3BaHHE aHOMAJIBHOTO (BXO/SIILIET0) BHIIPSAMIICHUS U3-
32 TOro, YTO KaHajbl, 0OECHEYHBAIOIIME €r0 TOK, aKTUBHPYIOTCA TOJBKO IpPHU
OTPULATEIBHBIX MOTEHIMANIAX U Yalle IPOBOJAT BXOASIINNI TOK, YEM BBIXOISAIINNA.
IK1 yyacTByeT B penoJisipu3alyy 1 NOAAEpKaHUU ITOTEHIMaNa OKOosI KIeTok. [Ipn
nonokurenbHblXx  noreHnuanax IK1  wmHakTMBuUpyercs. Mytanmm B TeHe,
komupytomem kanai IK1, nmpuBoast k pazsututo CYUQT7 (cunapom Anaepcena—
TaBuna). Yanunenune 3-i (as3pl pemossipu3aliid MPUBOAUT K yumMHEeHHto [1]]
KApJMOMHOLIUTOB, TIEPErpy3Ke KaJablMEM, AaKTHUBALMM BXOJSALIEr0 HATPHii-
KanpieBoro oomMeHHoro Toka (INa/Ca), 4yTo BBI3BIBAECT PAHHIOK JICTIOJISIPU3AIUIO
3-# ¢a3bl ¥ yATUHSET CIeA0BYIO Aenospu3anuio 4-it ¢a3el, mpuBos kK KT,

Ayemunxonunaxmusupyemoiii K+-mox IK (ACh)

IK (ACh) Oosnbllie Bcero BcTpedaeTcss B MEHCMEHKEPHBIX U MPEACEPIHBIX
KJIETKax 1 BOJIOKHaX [lypkuHbe. AKTHBanus KaHAJIOB, Yepe3 KoTopele npoTtekaeT [K
(ACh), nporcxoauT 3a CYET JCHCTBUS alETIIIXOJIMHA HAa M2-XOJHHOPEICIITOPHI
kapauomuonuToB. AxtuBaius IK (ACh) BbI3bIBaeT TUnepnosisipuzaluio U
3HAYUTENIBHOE YKOPOYEHUE MIUTENbHOCTH [IJ] mercMenKepHbIX M MpeacepaHbIX
kietok. Kpome toro, aktuBarus IK (ACh) urpaet BaxxHyto posib B OTPHUIIATEIIBHOM
XPOHOTPOITHOM JICUCTBUU alleTWIIXOJIMHA. IK (ACh) ABJISCTCS
NOTEHIIMAIIYYBCTBUTEIbHBIM, JUISI HEro XapaKTEpPHO aHOMajbHOE (BXOJISILEE)

BBIIIPAMIICHHUC, 3a CUCT YCT'0 OH UI'PaC€T OCHOBHYIO POJIb IIPH MOTCHIIMAJIAX, OM3KHUX
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K MOTEHIMATY MOKOS, M MPAKTUYECKU OTCYTCTBYET BO BpeMsl (ha3bl A0S pU3aLUU
Y IUIATO MOTEHUNAJIA I€UCTBUSL.

ATD-uyscmeumenvuviii K+-mox IK (AT®D)

IK (AT®) oOycnoBmuBaeT CBSI3b MEXKIYy METa0OJIM3MOM CepJila U €ro
anekTpuueckol akTuBHOCTHIO. IK (AT®) monaBnsercss BHyTpUKIECTOUHbIM ATO.
[Ipu  dwuszuonormyeckux ycnopusix IK  (AT®) wunaktuBupoBan. Ecnu
BHYTpUKJIeTOUHAast KoOHIeHTpalus AT® cHikaeTcst M3-3a UIIEMUH WA TUTIOKCHH,
IK (AT®) aktuBupyeTcsa, TmpuBoas K ykopoueHuto IIJI u pasButHio
KUZHEYTPOKAIOIIUX JKEITyT0YKOBbIX aputMuil (2KA).

Mexanoszasucumvie uoHHbIE MOKU

OnekTpoU3NOIOTUYECKUE TMapaMeTphl CepJilla MEHSIOTCS TMpPU  €ro
pacCTSDKEHHH. OJTO CBSI3aHO C MOHHBIMM TOKAaMH, NPOTEKAIOIIUMU Yepe3
CIeMATM3UPOBAHHBIC HOHHBIC KaHAJIbl, YyBCTBUTENBbHBIC K pacTshkeHuto (Stretch-
activated channels (SAC)). bonpmmacTBO SAC SBISIIOTCS HECETEKTUBHBIMH, TO
€CTh OHHU IPOITYCKAIOT B paBHOM cTeneHu noHbl Ca2+, Na+ u K+, B To Bpems kak
JIpyTU€ KaHallbl CEJIEKTUBHBI Ui ONpPENEICHHbIX MOHOB. Hamuuue BXOAsAIIUX H
Bbixo X TokoB (ISAC), mpotekarommx yepe3 SAC, OOBSCHAET pa3ziuyHbIC
MEXaHU3Mbl BIUSHHUS PACTSDHKCHUS Ha JJIEKTPOPU3UOJIOTHYECKUE MapamMeTphl
cepana. Tak, aktuBanus Beixogsumx ISAC yckopsieT penoisipuzanuio BO BpeMs
¢da3pl WIaTo, YTO MPUBOAUT K YKOpOUeHUIO niauTenbHocTd [1J] u, kak cieacTue,
OPIL

Honnvie nacocwl

B xapauomuonuTax M NMEMCMEUKEPHBIX KIETKAX, KPOME MOHHBIX KAaHAJOB,
0co0yro poib B hopmupoBanuu [1]] urparot nonHneie Hacochl 1 0OMeHHUKH. OHH
o0ecrneunBaroT MOAJICPIKaHUE TTOCTOSTHHOTO BHYTPUKJIETOUHOTO YPOBHSI HOHOB K+,
Na+ u Ca2+. INa/K-Hacoc obecrieunBaeT akTHUBHBIN TpaHCTIOpT MOHOB Na+ u K+
yepe3 KJICTOYHYI0 MeMOpaHy, MOXKET TMPUBOAWTh K THUIEPHOJIAPU3AIIIH,
YKOpOYEeHUIo JunTenbHOoCTH [1]] 1 3aMenieHnio CnoHTaHHOW akTUBHOCTU. PaboTa
INa/K-Hacoca 3aBHCHT OT BHYTPHKJIETOUHON KOHIeHTparuu Na+. Padora INa/K-

HacocCa nmoAgaBJIACTCA CEPACUYHBIMU INIMKO3UAAMHA, B YaCTHOCTHU JUTHTAIMCOM.
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Tox Na/Ca-oOmena ¢dopMupyeTcsi 3a cueT paboThl 3JIEKTPOreHHOTO
Na+/Ca2+-o0MeHHOTO MeXaHW3Ma, 32 OJUH IHUKJI PaboThl KOTOPOTO MPOHCXOIHUT
MOCTYIJICHUE BHYTPh KJIETKU Yepe3 KIETOUHYI0 MemMOpany 3 noHoB Na+ Ha 1 noH
Ca2+. Aunzio3, BO3HUKAOMIMKI PHU UILIEMHH, IPUBOJUT IMOCPEICTBOM MOJABICHUS
¢ynkiun Na/Ca-oOMeHa K MOBBIIICHHI0 BHYTPUKIECTOUYHOW KOHIEHTpauuu Na+.
Bo Bpems peniepdy3un mpoucxoaut ObICTpoe BOCcCTaHOBICHHE pH KJIeTOK CHapy»Ku
U TosABIIsieTCs TpaaueHT pH, KoTopslil koMmeHcupyeTcs 3a cuet Na+/H+-ob6mena.
[Ipy 5TOM MOBBIMIAETCS BHYTPUKIETOYHAS KOHILEHTpalus Na+, CHUXaercs
rpaaueHT Nat+ u pabora Na/Ca-oOMEHHOr0 MeXaHuW3Ma, 4YTO MPUBOAUT K
neperpyske kapaumommountoB uoHamm (Ca2+. lleperpy3ka KapaIuOMHOLIMTOB
noHamu Ca2+ mpeapacnosiaraeéT K BOSHUKHOBEHMIO MO3JHUX HOCTICHIOJSIPU3ALUI
U, CIIEIOBAaTEIbHO, MKEIYJOUYKOBBIX apuTMuil. Takum oOpa3oM, IOJIaBlICHHUE
obpatHoii paboTel Na/Ca OOMEHHOro MeXaHHW3Ma SBIISCTCS MHMIICHBIO IS
npoPUIakKTUKA U JiedeHus pernepy3uoHHbIX aputmuid. [IpuMepHo Takue xe
HapyLIEHUs IPOUCXOAAT U MPU CEPACUHON HEAOCTATOYHOCTHU. Tak, mpH cepaeyHon
HEJOCTAaTOYHOCTU  TOBBIIIAeTCs  ypoBeHb  dkcrpeccun  Na/Ca-oO0MeHHOro
MEXaHu3Ma U CHuxkaercsa ypoBeHb Ca2+ ATd-a3pl B capKOIIa3MaTHYECKOM
perukynyme. CHuxenue ypoBHsS Ca2+ AT®-a3pl B capKOILUIa3MATHYECKOM
PETUKYJIyME€ MPHUBOJUT K TNEpErpy3ske KapauoMuouutoB unoHamum Ca2+ c¢
MOCJIETYIOIIUM PA3BUTUEM KETYJOUYKOBBIX apUTMHUIA.

[TornumMaHue poJii HOHHBIX TOKOB B (JOPMUPOBAHUH MOTEHIMANIA ACHCTBUS B
(U3HOJIOTMYECKUX YCIOBUSIX M TPH NATOJOTUYECKHX M3MEHEHUSX MOXKET
CIIOCOOCTBOBATh YCIIEUITHOMY BBIOOPY aHTHAPUTMHUUYECKHUX MpernapaToB. 3HAHUS O
BJIMSIHUU OTAENBbHBIX KiaccoB AAIT 1 oTIenbHBIX JIEKAPCTB HA HOHHBIE CEPACUHBIE
KaHaJlbl, O TOM, KaK I'€HHble MYTallMd MOTYT M3MEHSTh (DYHKIMIO KaHaJIOB, B
KOHEYHOM  MTOr€  ONpPENENSIOT HMCKYCCTBO  MEIUMKAMEHTO3HOIO  JIEYEHUS

YKEITYAOYKOBBIX APUTMUU.
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I'naBa S. /IuarHocTuka ey 104KOBbIX AapUTMUM
5.1. OcmoTp ¥ OOIEKJIMHMYECKHE HCCIACAOBAHUS MPH MOJO03PEeHMH Ha
JKeJIyI0YKOBbI¢ HAPYLIEHUSI PpUTMAa

Obcneoosanue npu nodospenuu Ha Haaudue KA exnouaem credyrowue

amanwi:
. TmatenpHOEe W3y4YeHHE JKano0, HUCTOpUU 3a00JIEBaHUS U CEMEHHOTo
aHaMHE3a,;

. OcMmoTp 1 (pu3MKaIpHOE 00CIICT0BAHNE;

. JlaGopaTtopHble M HWHCTPYMEHTAJIBHBIC METOJABI HCCIEIOBaHUs: Ooiee

IIPOCThIE HA MEPBOM 3Tal€ M CJIOXKHBIE — HAa BTOPOM 3Tare o0cienoBaHus (Mo

MOKa3aHUsIM);
. ['eneTnyecKoe TECTUPOBAHUE;
. Busyanusupyroniye METoauKu 1 MOPp(POJIOTHUECKUE UCCIICIOBAHUS.

Kanobwvl u anamnes

[Ipu onpoce manueHTa co CTPYKTYPHBIM 3a00JIEBaHUEM CEpLa, UMEIOILErO
BBICOKMM PHUCK JKEIyAOYKOBBIX APUTMHH, PEKOMEHIYETCS IEJEHAIIPABICHHO
BBUSICHATH HaJM4YUE JXKajao0, KOTOpble MOTEHLUUATBHO MOTYT OBbITh OOYCIIOBJIECHBI
napokcu3MaibHbIMU JKT. TsbxkecTs KiIMHMYECKUX MposiBiieHni 3aBucut ot YCC Bo
BpeMsl MTapOKCU3Ma, HAIMYUS UM OTCYTCTBHS CTPYKTYPHOIO 3a00JI€BaHUs cepaua
¥ CONMYTCTBYIOIIEW NATOJIOTHH (HampuMep, aTepocKiIepo3 OpaxuoredanbHbIX
aprepuii). HeoOXoaumMo yTOYHHTH CBA3b HapyLIEHUH CEpAECYHOrO0 pHUTMA C
(bU3UYECKON HArpy3KOM.

KemynoukoBple HapylmIeHHWs PUTMAa PEKOMEHAYETCS paccMaTpuBaTh B
KaueCTBE OJTHOW U3 BEPOSTHBIX PUYNH CUHKONAJIBHBIX COCTOSIHUM Y TAIUEHTOB CO
CTPYKTYPHBIM 3a00JI€BaHIEM Cep/Iiia, 0COOCHHO y MAIlMEHTOB, IEPEHECIINX OCTPHIH
uH(papkT Muokapja, co camxeHHoit ®BJDK no nanuaeiM OxoKT'.

ITpu onpoce nanuenta pekomenayercs paccMarpuBath CYNQT u KIDKT B
KAueCTBE BO3MOXXHBIX IPHUYMH KAPJUOTE€HHBIX CHHKONAJIBHBIX COCTOSIHUMH,
BO3HMKAIOIIMX HA BBICOTE (DU3UUECKOM UM SMOLMOHAIBHOW HArpy3KH, OCOOEHHO Y

MOJIOJIBIX TIAIMEHTOB, HE UMEIOIINX CTPYKTYPHOTO 3a00JIeBaHUS CEPIIIa.
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IIpu cobope anamuesa naruenToB ¢ CYNQT pexoMmenayercst yaAelsITh TaKKe
BHUMAaHHE MPUHUMAEMBIM MALMEHTOM JIEKAPCTBEHHBIM IIpenaparaM, MOCKOIbKY
ynnuHenue wuHTepBasia QT MoOryT BBI3BIBATH MHOTHE HEKapAMOJIOTUYECKUE
JIEKapCTBEHHBIE CpeACTBa (MOCTOSSHHO OOHOBIISIEMBIN NEPEYEHb MPEICTABIEH Ha
caiite https://crediblemeds.org/; Taxke akTyanpHas WHGOpMAIHS O MOOOYHBIX
abdexTax  MEIMKAMEHTO3HBIX  IpenaparoB  MpeACTaBlIeHa  Ha  caiTe
https://www.drugs.com/).

VY nanueHToB, y KOTOpbIX npesmnonaraercs uin umeercs KT, pekoMeHnoBaH
cOOp CEeMEWHOro aHamMHe3a, HAlleJICHHbIM Ha BBISIBJICHUE CIy4yaeB BHE3AIHBIX U
HEOOBACHUMBIX CMepTel (Hampumep, YTOIUIEHUE) cpeau poacTBeHHUKOB [-11
CTENIEHEHN POJICTBA B MOJIOJIOM BO3PACTE C LIEJIBIO OLICHKU BEPOSTHOCTH FEHETUYECKU
JETEPMUHUPOBAHHBIX JKEITYT0YKOBBIX HapYIIEHUI PUTMa Cepla.

CHHKONAJIBHBIE COCTOSIHUS NP CUHAPOME bpyrasa IMErOT Ba)KHOE 3HAUCHHE
B PUCK-CTpaTU(UKALUU U SBISIOTCS OJHUM M3 BaXKHBIX KPUTEPUEB TUATHOCTHKHU
cuHapoma bpyrana.

OCHOBHBIE TpPU3HAKA APUTMOTEHHBIX CHHKOINAJIBHBIX COCTOSIHUM IpU
cuHIpoMe bpyrama xopomo npoaeMOHCTpupoBaHbl B uccienoBanuu Olde
Nordkamp LR ¢ coasr. (2015). K HUM oTHOCATCS ClIeAYIOIINE TPOSIBICHUSI:

e OTtCcyTCTBUE NPOAPOMATIBHBIX SBJICHUM U CIEU(PUIECKUX TPUTTEPOB.

e Yame BcTpevarorces y myxunn (OP=2,1).

e Uame oTMeuaeTcsi HEpou3BoJbHOE Modenciyckanue (OP=4,6).

e Bo3pact pa3Butus 1-ro CHHKONAIBHOTO COCTOSIHMSI MPU apUTMOTEHHBIX
BBIIIE, YEM IIPU HEAPUTMOT'€HHBIX - 45 npoTuB 20 JI€T COOTBETCTBEHHO.

e Hukorga He NpoBOLUPYIOTCS MEpErpeBaHreM, OOJIBIO WM SMOIIMOHAIbHBIM
CTpECCOM, BHJOM KpPOBU WM MPOAOKUTEIbHBIM HAaXOXJECHUEM B
BEPTUKAIIEHOM TOJIOKEHHH.

e 3a BpeMs HaOJIOJIEHUS BCE CIIOHTAHHBIE aPUTMHUYECKHE COOBITHS BOSHUKAIN
y TMalMeHTOB C MEePBOHAYAJIBHO MPEANOJaraéMbiIMH aApUTMUYECKUMU

CHHKOIIaMH.
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VY nanumenToB ¢ XKD npu cOope aHamMHE3a PEKOMEHAYETCS] OLIEHUTh TSHKECTh
KJIMHUYeckux mnposieieHuil XKO. Xapakrep knmHudeckoil cumnromatuku KO, a
TaK)Ke €€ 3HaYCHHE JJIs1 IPOrHO3a 370POBbsI U )KU3HU MALIMEHTOB 3aBUCAT OT (OpM
IPOSIBJIICHHS] CAMOM 3KCTPACHUCTOJIMH, HO B €l1e OOJIbIIEH CTEEHH — OT OCHOBHOI'O
3a00y1eBaHus, KaK PUYMHBI €€ BOZHUKHOBEHUS. Penkas oquHouHas KO y i, He
MMEIOIINX IPU3HAKOB OPraHWYECKOW ITaTOJIOTMM CO CTOPOHBI CEpALA, MOMKET
pPOTEKaTh OECCUMITOMHO WJIM MAJIOCUMOTOMHO, MPOSBISACH JIMIIb OLIYIIEHUEM
nepeboeB CO CTOPOHBI Cep/la, NEPUOIUYECKN OECIOKOAIMX MalUeHToB. YacTtas
HKCTPACUCTOJIUA C TEpHOJaMU OUTEeMUHUHU, OCOOEHHO Yy TAIMEHTOB CO
CHI)KEHHBIMHM ~ TOKa3aTeIsIMU  coKpartutenbHoil  QyHkuuu cepaua (MBC,
KapAMOMHUOMNATUH, JIpyrue (OpMbI MOpPaXEHUs MHUOKapaa), MOMHUMO MepedoeB,
MOXET TMPUBOJAUTH K CHIDKEHUI0O AJl, TmosBIeHUI0O dYyBCTBa ClIabOCTH,
I'OJIOBOKPYKEHHUIO, TIOSIBIICHUIO U HAPACTAHUIO OJIBIIIKH.

QusuxanvHoe 0bcredosanue

Bcem oOcneayeMbIM MalMeHTaM PEKOMEHYETCS MPOBOJAUTH CIEAYIOIINE
CTaHJAPTHBIE U3MEPEHUS, B COOTBETCTBUU C ACHUCTBYIOIIMMU PEKOMEHIALUAMU:

- AHTPOIIOMETPUYECKHE TMOKa3aTeau (pocT, BeC, HMHAEKC Macchl Teia,
OKPYXHOCTb TaJIUN);

- TEPMOMETPHS U OLIEHKA COCTOSHUSI KOKHBIX ITOKPOBOB;

- OLICHKA HaJIM4Yusl OTEKOB U UX PACIPOCTPAHEHHOCTH;

- OIIPEZIEJIEHNE YPOBHS CUCTOJIMYECKOrO U quacronyeckoro AJl;

- Haibnamus MmyJibca Ha nepuepuuecKkux apTepusax C OLEHKOW 4acTOThl U
PETYJIIPHOCTH PUTMA;

- OUeHKa HaOyXaHusi U TMyJNbCAallUM IIEHHBIX BEH, YTO MOXET
CBU/IETEJIbCTBOBATH O HAJIMYUU BEHO3HOTO 3aCTOS;

- ayCKyJbTallMsl Ceplilla, COHHBIX, MOYEYHBIX W OEIPEHHBIX apTepuil s
BBISIBJICHUS [TATOJIOTUYECKUX LIYMOB;

- manbHaus LUTOBUAHON JKeJe3bl: pa3Mepbl, 00J€3HEHHOCTh, TOABUKHOCTD.

B pomnosmHeHne K OCHOBHBIM IIOKa3aTeIsIM PEKOMEHIOBAHO OLICHHWBATh

cnenupuyecKrie U3MEHEHHUSI C LENbI0 UCKIIOUEeHUS 00pamumMblX NPUuyuH, KOTOpbIe
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HNOTEHLUAIBHO MOTYT OBITH aCCOLMUPOBAHbI C KEJIyIOYKOBBIMU HApPYIIECHUSIMU
putMa. [Ipu nogo3peHnn Ha HHAYUMPOBaHHbBIE JIEKAPCTBEHHBIMU ITpenaparamu JKA

PEKOMEHIyeTCsl OTMEHA 3TUX mpenapaTtoB. https://crediblemeds.org

B kadectBe 00paTMMBIX NPUYMH HEOOXOJAMMO HCKIIOYHTH, HATPUMED,
aucOanaHc  AJNEKTPOJIMTOB, HINEMHUIO, THUIMOKCEMHUIO, JIUXOPAaAKy U T.I.
['unokanuemust  MoxkeT  crpoBomupoBath KA, ObICTpo  HapacTaromas
TUIIEPKAIMEMHUST MOKET BBI3BaTh ACUCTOJNUIO. bpagukapaus, HIIEeMUs, Cla3M
KOPOHAPHBIX apTepuid, TpoMOO3, JUXOpaaKa, rOJI0JJaHUE M JUETa MOTYT TaKkKe
CIIOCOOCTBOBATh BOBHUKHOBEHUIO KA.

[Ipu nHanuuuu suauumoezo yonunenus unmepsaia QT na IKI pekoMeHayeTcs
MPOBEJACHUE KOMIUIEKCA aHaJu30B JUIS BBISIBIICHHS MPEXOISAIINX IPUYUH
(rumoTUpeo3, - TUMOKAJIEMHUs,  TUMOKAIbIMEMHs, TIPUEM  JIEKAPCTBEHHBIX
npernaparoB, MeTabOJUYECKUE HAPYIICHHS, IPUMEHEHUE HEKOTOPBIX JTUET).

BaXHbIM SBIIIETCSI CKPUHHUHI KOKHBIX HPOSIBJICHUN PEAKUX CUCTEMHBIX
BOCMAJIUTENIbHBIX (CKIEPOJACPMHUS, CapKOUI03) M HHGEKIHMOHHBIX 3a00JICBaHUN
(6onesnn Yaraca, boppennos u ap.).

BoisBieHHe npusnaxkos cemoounamuyeckou HecmaburvHocmu (CHUKCHUS
AJl) pexoMeHIOBaHO TpU  (U3UKATBLHOM  OOCIENOBAaHMM MAIlMEHTOB C
MMApOKCU3MAJIBHBIMU ~ HapylleHusmMu putma cepana. Paspenenune XT Ha
«TeMOJIMHAMUYECKH CTAOUIIBHYIO» U «T€MOJIMHAMUYECKH HECTAOMIBHYIO» BAXKHO B
JanbHENIIeM BIOOpE TAKTHKU KYITUPYIOIIECH Teparvu.

[Ipu nopasnstonieM OosibimHCTBE KA TpH (U3HKaIBHOM OOCIEA0BAHUU
MalMEHTOB BHE MapOKCU3Ma TaXUKapAUHM KaKue-JT1u00 U3MEHEHUS HEe OTMEYArOTCS.
Breouepennbie cepaieqHbie COKpaIeHus! (IKCTPACHUCTOIIBI) MOTYT OBITh OTMEUEHBI
npu nojacuéTe mysibca, udMepeHun AJl win ayckynbTalldd cepjia mnamueHTta. B
pEAKUX Ciy4asx Mpu obciieqoBaHuM ManueHToB ¢ BpokaEHHBIM CYU QT wmm
AKIDK Bo3MOXHO OOHapyXeHHE AaHOMAaJMid OpPraHoB YYBCTB (BpOXIEHHAsS
IJIyX0Ta) U KOCTHO-CYCTaBHOW CHCTEMBI.

Beisichenue  Bo3MokHOro  MexaHusma  pasButus  JKTA:  oneHka

apUTMOTEHHOTO cyOcTpara (XpoHuueckui, ocTpoiii), TpurrepoB (JKOC, HXXIC) u
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MOJAYJISTOPOB (MILIEMHUsI, BET€TaTUBHBIN NUCOAIaHC, HAPYIICHUS 3JIEKTPOJIUTHOTO
OaslaHca WM JIEKApCTBEHHBIE MTPENapaThl).

JlabopamopHhvie ouacnocmuyeckue uccieo008aHus

B pamkax oOcnemoBaHus 11€1€COO0pa3HO MPOBEICHUE CTAHAAPTHOTO
7a00paTOPHOTO MUHUMYMA, BKITIOYAIOMIETO OOMEKINHUYCCKUN U OMOXUMUICCKUAN
aHaJIM3 KPOBM JIJISl OTIPE/ICNIEHUs YPOBHS OOILEro CepAeUHO-COCYIUCTOrO PUCKa, C
KOHTPOJIEM JIOMOJIHUTENBHBIX NapaMeTpOB, MO3BOJIAIONIMX MOATBEPAUTh WIIU
UCKJIFOYUTh MPEXOASAIINE KOPPUTUPYEMbIE HAPYILIECHUS, TIOTEHIUAIBHO 3HAYMMBbIC
11 Bo3HUKHOBeHU JKA.

PexoMeHiyeTcss mpoBeAeHuE 0O0Iero (KJIMHUYECKOr0) U OMOXUMUYECKOTO
aHaJIM3a KPOBH B paMKax MEPBUYHOTO 0OCIIEIOBAHMS U B TIPOLIECCE TMHAMUYECKOTO
HaOmoneHus y Beex manueHToB ¢ KA u XXT 11 uCKIIIOueHHs] COMYTCTBYIOLIUX
3a00JIeBaHUM.

PexoMeHlyeTcs TakKe NpPOBENCHUE HCCIEIOBAHHE YPOBHS KpEaTMHUWHA,
HaTpus, KaJus, TJIIOKO3bl, oOmero Oenka, C-peakTMBHOTO OejKa, aKTUBHOCTHU
acnapraramMuHOTpaHcdepasbl U aTaHHHAMUHOTpaHcdepasbl, 001Iero ounupyounHa,
MOYEBOM KHUCIIOTHI.

Bo Bcex cnywasix y manueHToB ¢ KA pexkoMeHI0BaHO oOClieIOBaHHE Ha
MOATBEPKICHUE WM UCKIIOUEHHE MPEeXosnuX (Moauduiupyemsix) (HakTopos,
3HAQYMMBIX JUISI WX BO3HUKHOBEHUsA (IIpUEM  CEpACYHBIX  TJIUKO3HUJIOB,
AHTUAPUTMHUYECKUX MpenapaToB, YPOBEHb Kajus U MarHus B ChIBOPOTKE KPOBH,
MPU3HAKU OCTPOro MH(PAPKTa MUOKAP/AA, TUIEPTUPEO3 U JP.)

[Taumentam co 3HaunMbIM ~ yaumHeHMeM uHTepBana QT wa OKID
PEKOMEHJOBAHO MPOBEJICHUE KOMIUIEKCA aHAJIM30B JJISI BBISIBJICHUS MPEXOISIINX
NpuYuH (HampuMep, THUIOTHPEO3a, THUMOKAJEMHUM, TMpUeMa JIEKAPCTBEHHBIX
penaparoB, METaOOIMYECKUX HAPYIIEHUH, MPUMEHEHUSI Pa3HOOOPa3HbIX AUET U
zp.).

[Tatmentam, y koropeix Ha OKI' peructpupyercs bpyrana-narreps,

PCKOMCHAOBAHO ITPOBCACHHUC KOMILICKCA aHAJIM30B AJIAA BBIABJICHHA IIPCXOIAIINX
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NPUYHH (HalIpUMeEp, OCTPOTro KOPOHAPHOTO CHHAPOMA, TPOMOOIMOOINH JIErOUHON
apTepuu, IepUKapaAnTa u ap.).
5.2. DuexkTpokapaunorpapus

5.2.1. Cmanoapmnas IKI ¢ 12-mu omeedenuax na 6azoeom pumme

OKI' sBnsercs BaXKHBIM HHCTPYMEHTOM JUIsl JUArHOCTHUKM OCHOBHOTO
CTPYKTYpPHOTO 3a00JieBaHus cepAla (oleHKa 3yOl0B U HHTEPBAIOB Ha CHHYCOBOM
putme). [lo marrepry OKI' Ha ciHyCOBOM pUTME MOKHO BBISIBUThH Pa3JIMYHbBIE BU/IbI
CTPYKTYpHOUM MNaTOJOTMU CepAlla M KaHajiomaTuid, accouuupyrommxcs ¢ XA u

BeIcOKUM puckom BCC (puc. 7).

@ Ivneprpodpuueckan
KapanomuonaTusa
CvMHAPOM YKOPOYEHHOro
unTepsana QT

CvHAPOM YANMHEHHOTO
uHTepsana QT

Cungpom BMNB

Cunapom bpyrapna
prrmorermaﬂ Auncnnasmnna
NPasoro Xenyaouka

Pucynox 7. Ilammepnvr OKI' npu paziuunvlx namono2usx, acCoyuupyiomuxcsi c
HCENYOOUKOBLIMU APUMMUAMU U PUCKOM BHE3ANHOL CepOed Ol cMepmu
Ilpumeuanue: BIIB — cunopom Bonvgha-Ilapxuncona-Yatima.

Hanuune  matomormueckux 3yomoB Q  (QS) wumm  oTCcyTCTBHE
IpOorpeccupoBaHusi 3yOIOB R B TpyIaHBIX OTBEIEHUSX, CBHJIETEIBCTBYIOT O
nepeHeceHHoM MM Hanuuuu pyOIOBBIX H3MEHEHHI MHUOKapAa, SBISIOIUXCS
CyOCTpaTOM ISl pUSHTPH KEITyT0UKOBON IKTOIHH.

Ha cTpykrypHyto naronoruto cepaua ykassiBatoT Takue IKI -ipusHaku, kak
0Jiokaia oJiHOM U3 HOXKeEK Mmydka ['uca, AB G0kana paznuyHoi cTeneHu, Ipu3HaKu

runepTpoduu JeBOT0, MPABOTO UM 000UX KETYTOUKOB.



DNEeKTPONUTHbIE HapylmeHus H JPQPEKThl pPa3IuYHbIX JIEKApPCTBEHHBIX
npernapatoB  MoryT nposBiATbes Ha OKI  pasnuuHbIME  HapyLIEHUSMU
penospu3aly U/HUiaM yAJIMHEHUIO (pacuiemieHuto) kommiekca QRS.

Otpunarenbubie 3yO0sl T B mpaBbIX TPYAHBIX OTBEICHUSAX W HAIWYHE €
(STICUJIOH) BOJHBI (MPEACTaBIAIONIYI0 cO0OM 3a3yOpuHy Ha cermente ST u
OTPKAIOUIYI0 3aMEJICHHYIO JCTOJSPU3AIMI0 TPABOTO JKENIYI0YKa) MOTYT

cBuzeTeancTBOBaTh 0 Hanmnunu AKITXK (puc. 8).

D3 [

avi [

avi [

Pucynok. 8. Ompuyamenvuvie 3yoyvr T 6 omeedenusx VI-V3, [1-6onna 6 omeedenuu V1
npu AKIDK

Taxxe xapaktepHbiM npuzHakoM AKIDK na OKI' npu cunycoBoM putme Ha
dboHe oTpunaTeabHbIX 3yOI0OB T B OTBeAeHUAX Vi1-V4 SBISETCS YUIMPEHUE
kommuiekca QRS B mpaBbix rpynHbix orBeAeHussx >110 Mcexk u BpemeHU
BHyTpeHHero oTkioHeHus: QRS >55 mcek. QRS-kommnekces! npu napokcusme XT
npu AKIDK umeror koHdurypanuio, xapaktepHyro s noanod BJIHIIT u
OTpaXalT HMCTOYHUK >KEIyJAOYKOBOM OKTONMUU B 0a3albHOM OTJENE MPaBOTO

xenynodka (puc. 9).
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ECG sinus rhythm - Negative T waves V1-V4,terminal QRS duration >55 ms
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Pucynox 9. Tunuunvie OKI-npusunaxu apummoceHHOU KapouoMuonamuu npagozo
Jrceny0ouKa, accoyuupyowetics ¢ napokcusmamu KT

[Tpu ananuze crangaptHoi 12-kananpHoM DKI' y maniueHToB ¢ MOA03pEHUEM

Ha JKA npuHIMIIHANIBHO Ba)KHOE 3HAUEHHE HMMEIOT IMPaBWIBHOE HU3MEpPEHHE U
onieHka narepsana QT.

Vnnmunenne wuntTepBaia QTc >480 Mcexk MOXKET CBUAETEIbCTBOBATH O

HAJIMYUU BpPOXKJIEHHOW KaHanmomatuu - cuHapoma CYUQT u cnocobcTBOBATH

BO3HHUKHOBEHHUIO MApOKCHU3MOB YKHU3HEYTIpOsKaroliei BepereHooOpasHoi KT Tuma
«torsade de pointes» (puc. 10).
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Pucynox 10. OKT" npu paznuunsix 8apuaHmax époNCOeHHOU KAHATONAMUU - CUHOPOMA
yonunennozo unmepsana QT (A — mpu ocrhosnvix ¢enomuna) u KT muna «torsade de pointes»

(B)

[TanmeHTs! ¢ ogo3peHneM Ha Hannuue BpoxkaeHHoro CYNQT nyxnarorces B

TCHECTUYCCKOM TCCTUPOBAHHHN WM KOHCYJIbTALlMK B CIICOUAIIM3UPOBAHHBIX HCHTpPAX

I OTpeeTeHuUs

TE€HOTHUII-CIIeIM(PUIECKOTO

JICUYCHU.

Cnenuduueckoe

O6CJ'ICI[OBaHI/IC TAKKC IMOKa3aHO POACTBCHHHKAM TAaKUX ITATUCHTOB. HNuBa3uBHOE

G)JICKTpO(I)I/ISI/IOJIOFI/I‘{CCKOC HCCIICA0OBAHUEC TAKHUM ITallMCHTaM HEC ITOKAa3aHO.
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[Tpn Hanmuum Ha OKI' yanmHenus narepsana QTc >460 mcek, HO <480 mcek
CleNyeT HWCKIOYUTh BIHMSHUE MpPUEMA HEKOTOPBIX TPYNI MEIUKAMEHO3HBIX
MpEenapaToB.

[Tpu anammuze cranmaptHou 12—kananbHoil DKI' cnenyer Taxke oOpaiuath
BHHMaHHe Ha ykKopoueHHbId umHTepBan QTc (<360 Mcek) mis UCKIIOYEHHUs eIe
OJTHOTO BUJIa BPOXKJICHHOW KaHAJIONATHH — yKopoueHHoro uaTepBaia QT (puc. 11).

JleTssM 1 MOJIO/IBIM aCUMIITOMHBIM MaIlMEHTaM C YKOPOUYEHHBIM UHTEPBAIOM
QT mnoka3zana wummanrtanus netieBoro OKI-permcrparopa misi JUarHOCTHKU

AMA300B )ku3Heyrpoxkaronmx KT.
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Pucynox 11. Cmanoapmnas IKI npu cunopome ykopouennoeo unmepsana QT

IIpn cungpome bpyraga Ha cranmaptHont OKI' ormedaeTcss moabeM TOUKH J
>2 MM u cermenTa ST B oTBeieHusax V1-V2 B coueTaHuu ¢ OTpULIATEIbHBIM 3y0LIOM

T (nanoMuHarOImUM 10 (popMe aKyJIni miaBHUK) (puc. 12).

A Brugada type | pattern ECG
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Pucynox 12. Xapaxmepnvie IKI-npusnaku cunopoma bpyeaoa
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TunuuasiMu OKT -ipuznaku I'KMII siBristoTcst orpunatenbabie 3youst T V2-
V6 B coueTaHnu ¢ BEICOKO-BOJBTAXHBIME 3yO1iamMmu R B rpyiHbIx oTBeneHusx. [lpu
KT, accouumpoBannoir ¢ I'KMII kommiekcst QRS na OKI' umeror Bup,
xapakTtepHbld Ans nonHoi Onmokazsl ITHIIDI m yka3piBaloT Ha pacrosiokeHue

WCTOYHHUKA JKEITyIOYKOBOM IKTONMMHU B anukaibHoU 30He JIK (puc. 13).

ECG sinus rhythm — Negative T wavesV2-V6 and inferior leads
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ECG VT — RBBB-like, superior axis (apical LV origin)
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Pucynox  13.  Tunuunvie OKI-npuznaxu eunepmpoguueckou KapouomMuonamuu,
ACCOYUUPOBAHHOUL C YCMOUYUBOL MOHOMOPGYHOIU JHCelyOOUKOBOU maxuxapouetl

5.2.2. /luaznocmuxka scenyooukoeou Ixkcmpacucmonuu na IKI'
Bemonuenne OKI'  (pacmmdpoBka, omnucaHue W HHTEpOpeTaIus
AICKTPOKapAUOTrpapuecKuX MaHHBIX) B 12-TH OTBEICHUSX PEKOMCHIOBAHO BCEM

ManueHTaM IIpU IMPOXOKICHUN O6CJ'I€I[OBaHI/I$I Ha IIpCAMCT BBISIBJICHHA PA3JIMYHBIX

BHUI0B JKA.
Kenyooukosas sxcmpacucmonus.

Xapakrepabie DKI -ipuznaku XKO:

e [IpexneBpeMeHHOE BHeouepenHoe mnosiBieHue Ha OKI' u3MeHeHHOTo

XKeITyJ0uKoBoro kommuiekca QRS;
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e 3HayuTeNbHOE pacuupeHue u Jedopmainusi SKCTPACUCTOIHMYECKOTO
komriekca QRS (>0,12 c);

e Pacrnonoxxenue cermeHTa S-T u 3yoma T 3KCTpacHCTOJNBI TUCKOPIAHTHO
HaIpaBJICHUIO OCHOBHOTO 3y011a komruiekca QRS;

e OrcytctBue nepen KO 3yo6na P;

e [lonHast koMIeHcaTOpHAs May3a B OOJIBIIMHCTBE citydaeB nociie XKOJ;

e FEcim KOMIIEHCAaTOpHas Iay3a OTCYTCTBYET, Takyro KO Ha3bIBalOT

BCTaBOYHOM, MHTEPIIOJUPOBAHHOH (puc. 14).
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Pucynox 14. Bcmasounas (unmepnoauposannas) Hceryo0ouKo8as IKCMpPacUCmonusl.
Komnencamopnas nayza omcymcmeyem

B cnywae eciu dpopma komriekca QRS xapakTepHa ais mogHOM OJIOKabI
JIHIIT" ncTOYHMK KETyTOUYKOBOM IKTOMHUMU PACTOJIATACTCA B JIEBOM KEIYIOUYKE U
takas KD Ha3wpBaeTcs mpaBokemygoukoBod (puc. 15). U Haobopor,
neBoxenynoukoBas KO na OKI' umeer ¢popmy kak npu nonHou 6mokane ITHIIT

(puc. 16).

Pucynox 15. Ilpasosicenyooukossie sxmonuueckue komniekcol (KD u 661600H020 mpaxkma
1DK)
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PaznuuaroT paznuyHble BUJBI KETYJTOYKOBBIX AJJIOPUTMUM: OUTEeMUHUS -
1ocje KaXKIOro CHHYCOBOrO Komiuiekca peructpupyercs KD (puc. 17A);
TPUTEMHUHUS — TOJIe KaKIbIX IBYX (puc. 17B), kBaapureMuHusi - mocie KaxkIbIX
TPEeX CHHYCOBBIX KomIutecoB cieayeT JKO (puc 17B).

I, I1, 111, aVR, aVL, aVF VI, VZ. V3 VA, V5 V6 10am/mV 25 mm/sec

LMA 2 ,“”"“f“‘“\/’“‘“("“”‘V"”\/“‘—“‘Y*’_“‘FJ\JM

Pucynox 16. ﬂeeoofceﬂyaoqmgwe IKCMPACUCMOTIbL

A

25 mm/sec 10 mm/mv | o T W therhy|oau; Baukua]

b
"\ I\ A N\ A ot
=il ‘A" 1 o ik e/ r ‘\\/
25 mmy/sec 10 mm/mV s wrtvi therd oy, '1!1.’; <] L3

25 mm/sec 10 mm/mV | f shesee tmnns e prs i wiwiv.therapy. odmu.edu-ua

Pucynox 17. JKenyoouxoeas arnopummus
Ipumeuanue: A — 6ucemunus, b — mpucemunus, B — keadpucemunus
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PaznnuaroT Takke INapHbIC KO — ABa nmoapsAa KEI1yJOUYKOBBIC OKTOIIMYCCKUX

cokpaieHus (puc. 18).

T 1 1 T T H

25 mm/sec 10 mm/mV

Pucynok 18. Oounounas u napuas s#enyooukoeas IKCmpacucmona
Ipumeuanue: Cmpenkamu 0603Hauensbl XOpouio 3amemmsie 3y0yvl P.

KD cuuraercs paHHeﬁ, CCJIN )KGJ'IYI[O‘-IKOBBIﬁ AKTOIMYECKUM KOMILJIEKC

HacllauBaeTcs Ha 3yoer T mpeamecTByIonero CHHycoBoro komruiekca (puc. 19).

Lead Il

Pucynoxk 19. JKenyooukoswiii sxmonuueckuti komniexc muna «R na Ty

5.2.3. OKT-ouaznocmuka pa3iuuHblX 6U008 HCEIYOOUKOBIX MAXUKAPOUTL

Monomopghuas KT

Ha OKI" monomopdnas KT npeacrapiser coO0M TaXUKapAUIO ¢ MUPOKUMU
QRS-komIuIeKCaM W OJIMHAKOBOM MOPQOJIOTHEH >KETyT0YKOBOTO KOMIUIEKCA,
ompeneNseMyr0 Kak TpU WiIM Oojee TOCJIEeI0BATEIbHBIX KETyI0YKOBBIX
COKpallleHHUsT C 4YacTOTOW cepAeYHBIX cokpamieHuii Bbimie 100 yn/mMmuH U C
JIUTENBLHOCThIO KomIuiekca QRS >0,12 ¢ B 0lHOM U3 OJHOMOJIOCHBIX T'PYIHBIX
otBeacHui (puc. 20, 21).

Yame Bcero monomopduas KT Bo3HMKAeT Kak IeNb MOBTOPHOTO BX0ja (110
TUITYy MEXaHU3Ma «PUCHTPU») BOKPYT 001acTH pyOIieBaHus MUOKapaa (Hampumep,

B pesynbrate MIM). [lpyrue, MeHee pacnpocCTpaHEHHbIE MEXaHU3MBI, CBSI3aHbBI C
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ITOBBIINICHHBIM dBTOMAaTU3MOM OIIpCACIICHHOT'O KCIIyAOYKOBOI'O oyara

(MaToNOruYeCKuil TPUTTEP).

Pucynok 20. Monomopuas scenyooukosas maxukapous
Ipumeuanue: Taxuxapous ¢ WUPOKUMU KOMNJIEKCAMU OOUHAKOBOU Moponocuu ¢
yacmomotu 152 yo/mun; wupuna xomniexca QRS 164 mcex)

Pucynok 21. Ha ¢one cunycosozo pumma 3nu3o0et (npodexcku 0o 5 xomniexcog ORS)
HEeYCmoUyuoUl MOHOMOPEHOLL HCelyOOUKOBOL MAXUKAPOUU
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Honumopguasn KT
[Tommmopduas XT moapazmensercs Ha JBE OTIACIbHBIC KATETOPUU B

3aBUCUMOCTH OT MPOAODKUTENbHOCTH uHTepBaia QT (u3mepsieMoM Ha CUHYCOBOM

pUTME):
. [Momumopduast KT npu HopmansHoM uaTepBaie QT (puc. 22)
. [Momumopdnast KT npu yanmunennom untepsaie QT (puc. 23).
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Pucynox 22. Ionumoppuas sncenyooukosas maxuxapous
Ipumeuanue: Komnnexcor QRS umerom pasiuunyro mopgonozuto, panusaa K2 muna «R
na T» ssunace mpuceepom KT.

[Tomamopdayro KT mpu CYUQT o6wsruHo HazeBator KT «torsade de

pointes» («CKpy4HBaHHE TOYCK»), WK BepeTeHooOpasHas KT (puc. 23).

axmn
:
;
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Pucynox 23. Bepemenoobpasnas scenyooukosas maxuxapous muna «torsade de pointesy

Houonamuueckue dcenyooukosvie maxukapouu
42



O06acTh BBIXOAHOTO TPaKTa MPABOTO U JIEBOT0 KEIYJOUYKOB YaCTO SIBIIAECTCS
uctouHukoMm uauonarnyeckux KT u XKO. B 70% ciiydaeB 3TO BBIXOJHOM TpakT
I[DK, B ocTampHBIX CIy4dasX — CHHYCbl BanbcanbBbl, BBIXOJHON TpakKT JEBOIO
KENIy04Ka, OOJbIIas BEHa CEeplla, SMUKapAUaIbHbIE 30HBI, a0PTO-MUTPAIBHOE
COEIMHEHHE, PEKE - MPOKCUMAJIbHBIN OTAEII JIETOYHON apTEepHH HENOCPEICTBEHHO
HaJl MyJIbMOHAIBHBIM KianaHoM. Mnnonatnueckas owarosas JXT u3 BbIXOZHOTO
TpakTa 00bIYHO BO3HHKaeT y manueHToB 6e3 CIIC, oqHako y HEKOTOPBIX MAIUEHTOB
OBLIIM BBISIBJICHBI HE3HAUUTEIbHBIC U3MEHEHUS 110 JaHHBIM MPT.

[lepBonauanbHOEe OOCHeqOBaHME BKJIIOYAaeT B C€e€0S BCECTOPOHHUU
KJIMHUYECKUM U ceMeliHbii anamHe3, DKI' B 12 orBeaenusax u 9xoKI'. 3anuce IKI
B 12 oTBenEHUSAX MPENOCTABISIET BAXKHYIO HH(POPMALIMIO O MECTE BOZHUKHOBEHUS
KT. Cneunduueckas mopdosorus KT (Hampumep, BBIXOJHOM TpPaKT MPaBOIrO
KENIy0YKa WM IYyYKOBOE IPOMCXOXKJEHUE) MpPH OTCYTCTBUM B CEMEHHOM
aHaMHe3€ KapJuoMuonaTHii u 0e3 HMPU3HAKOB CTPYKTYPHOW MAaTOJOTMM cepiua
HaABOJUT Ha MBICIIL 00 nanonaruaeckom KT.

Ha puc. 24 npencraBnena KT 13 BBIXOJHOTO TpakTa MPaBOTO KEITyIOUKa.
XapakTepHbIMU NPU3HAKAMH SIBIISIETCA MATTEPH KEITYJOUKOBBIX KOMILJIEKCOB I10

TUITY OJIOKAJIbI JIECBOM HOXKKHU T1. ['Mica, BEpTUKAIIBHOE PACIIOIOKEHUE OCH CEPIIIA.
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Pucynox 24. JKenyoouxoeas maxuxapous u3 6bIx00H020 0moeia npasoco HeenyoouKd
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®dacuukynsgpras KT sBiasercs Haubonee pacnpocTpaHeHHOH (opMoi
uanonarnueckoi XT, ucxomsmeit 3 JIDK, 0ObIYHO BO3HHUKAIOIMIEH y MOJIOIBIX
MAalMEHTOB MPH OTCYTCTBUHU CTPYKTYPHOM MATOJOTMH CEPIALA. IDTO BBI3BAHO
peuunpokHor Taxukapauen nu3 JIK, yamre Bcero BO3ZHUKAIOUIEH PSAOM C 3aqHEU
BeTBbI0 JIHIIT (o010 90% ciydaeB), pesxe BOJIM3H NIEpeIHE BETBU HIIM B BEpXHEN
YacCTHU MEPETOPOAKH.

bonbmmucTBO cnyyaeB gacuukyspaoi KT umerotr mopdomoruto BITHIIT u
OTHOCUTEIBHO KOPOTKYIO MPOAOKUTENbHOCTh kKoMmiuiekca QRS (o0bruno 100-140
MceK) 1o cpaBHeHHIO ¢ npyrumu ¢popmamu XKT (puc. 25), B cBsI3u ¢ ueM ee HHOT/AA

OIMK1O0YHO MPUHUMAIOT 32 HAJKETYI0YKOBYIO TaXUKAPIUIO.

.

Pucynox 25. @acyukynapuas srceny0ouxkosas maxukapous

Ipumeuanue: Yacmoma sHcenyooukoswix coxpaweruti 155 ¢ 1 mun., wupuna xomniexca
ORS 120 mcex, mopgponozus BIIHIII, ewvipasxcennoe omknonenue I0C enpaso, npusnaxu
HEe3a8UCUMOU AKMUBHOCTU NpedcepOull).

5.2.4. Omauuyumenvuvie IKI-npuznaxu sceny0ouKkosoit maxukapouu u
HA0XMCEYO0UKO80U MaAXUKapoOuu ¢ wupokumu komnaexcamu QRS

Taxukapaust ¢ WUpokuMu KoMiiekcamu QRS MoxkeT ObITh KelyA0uYKOBOU
(80%) unu HamxenynoukoBoi (15%), B TOM 4dKclie ¢ y4acTUEM JOMOJHUTENbHBIX
nyTei nposeaeHus (5%).

KT Bcerma mnpossasierca Ha OKI' rtaxukapament ¢ mmpokumu QRS-

KoMmIuiekcamu. OHako Taxukapaus ¢ mupokumMu QRS-kommiekcamu MOXKeT ObITH
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u HXXT ¢ aGeppanTHON NMPOBOAMMOCTBIO (HapUMEP, CBSA3AHHOM C Mpexoisiien
OnoKaoN HOXKKM Mydka ['Mca uinm ¢ mpeaBo30y X aeHUEM KeTy10ukoB). Pasnuaue
Mexay KT u HXXT ¢ abGeppaHTHOM HPOBOJAMMOCTBIO HE BCErJla OJHO3HAYHO.
HuddepeHunanbHplii AMaTHO3 B TaKUX CIIydasX HMEET BaXXHOE KIMHHUYECKOE
3HAYEHUE, IOCKOJIbKY JIEYEHUE ITUX ABYX COCTOSIHUM Pa3aIM4HO (XOTS B 3KCTPEHHOU
cutyauun kak KT, tak u HXKT, oObuHO pearupyloT Ha 3JIEKTPUUYECKYIO
KapJIMOBEPCHIO).

[Ipu HesicHOCTM nMarHo3a MpeoOJIa Ao MPUHIKI 3aKIII0YAeTCS B TOM,
YTO TaxuKapaus ¢ MUpokuMu komruiekcamu QRS Bcerna cumraercsa KT, ecnu He
JI0Ka3aHo oOpaTHoe.

bonpmmHcTBO ciiydaeB (80%) TaxuKapAMM C HIMPOKUMH KOMILJIEKCAMHU
ces3anbl ¢ KT, u BepositHocTh KT (a He HXKT ¢ aGeppanTHO# TPOBOAUMOCTBIO)
ellle BBIIIE NPU HAIMYUM CTPYKTypHOro 3abosieBaHus cepaua. CTaOMIBHOCTD
reMOJAMHAMUKHU HE sBIseTCA HaAeKHbIM KputepueM s pasnnuns KT u HXT ¢
abeppaHTHOW MPOBOJAMMOCTBIO, TMOCKOJBKY mapokcu3mbl KT Moryt xoporiro
MEPEHOCUTHCS HEKOTOPhIMU marnueHTamMu. OueHpb HaaexHbiM DK -ipuznakom KT
ABJISIETCS HATMYKME ATPUOBEHTPUKYJIIPHON TUCCOLMALIUY, IIPY KOTOPOU MpeIcepaus
U OKEeIyAOuKH paboTaroT He3zaBucuMO. K coxaneHuro, Takue OCOOEHHOCTH
HAOMIOJAI0TC MeHee 4eM Yy MoJjoBHHBI ciydaeB JKT, Mmo3ToMy OTCYTCTBUE
CaMOCTOSITENIbHOM MPEACEPAHON aKTUBHOCTH He uckirogaeT JKT kak quarsos.

OKT'- mpusznaku AB aucconmanum:

. He3aBucumas akTUBHOCTh mnpeacepauid (3yousl P peructpupyrorcs
He3aBHCHMO OT KomiutekcoB QRS u He cBs3anbl ¢ HUMHK) (puc.26)

. CnuBnbie QRS-komutekcs! (puc. 27)

. [TpoBoanbie cuHycoBbie QRS-komImekcs (puc. 28)

IIpoBonHble KOMIUIEKCHI QRS BO3HMKAIOT, KOTJ1a MPEACEPAHOMY UMITYJIbCY
YIAETCs «3aXBaTUTh» JKEIYyJAOYKH HAa OJHO COKpAallleHHe, W HMEKT BH]

HopMabHOTO QRS-KOMITIIEKC, KOTOPOMY MOXKET MpPEAIIeCTBOBATH 3yber P.
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Leadll

Pucynox 26. Hezasucumovle om komniexca QRS 3yoyvt P

Ilpumeuanue: Ha one KT c¢ wupokumu QRS-xomniekcamu pecucmpupyromcs
Hezasucumvle 3yoyvl P, deghopmupyrowue QRS-komniexcwl (ykazanvl cmpenxamu). Ilocreonee
coKpaujenue — npo8oOHOL KOMNIEKC.

Lead Il
Pucynox 27. Cnusnvie komnaexcul (fusion beats) npu KT

Canture baal
=apPlurc ca

|
NN

\ J \ J
Y
Ventricular tachycardia Ventricular tachycardia
Lead I

Pucynox 28. Ilposoomnoii xomniexc (capture beat) npu KT, xomopuviti umeem 6uo
HOPMANbHO20 CUHYCOB020 COKPAWEHUSL

Hpyrue ocobenHoctu OKI' npu Ttaxukapauum ¢ mupokumu QRS-
KOMIUJIEKCAMHM Tak)Ke€ MOTYT JaTh K04 K moctaHoBke auarHosa. [Ipu HIXKT c
a0eppaHTHOM MPOBOJUMOCTHIO Ha >Kemymaouku wMopdomorus komruiekca QRS

BoITTAUT Kak tunuuHas BJIHIID wnu BITHIIL. Ipu JXXT uwacto (Ho He Bcerna)
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Mopgonorust kommiiekcoB QRS He cOOTBETCTBYET TUIMYHON KAapTHUHE OJIOKaabl
HOXeEK ITyuka ['nca.
Hekotopeie npyrue ocobenHoctu OKI', kotopble mpenmnonaraior (HO He

nonreepxkaaor) nuarno3 KT, a wHe HIXKT c alGeppaHTHBIM NpOBEACHHUEM,

CJIeIyIOLIHE:
. Ouens mupokue QRS-kommnekcsr (>160 mcek);
. OkcTpemanibHOe oTKiIoHeHne D0C;
. KonkopaanTHocTh B oTBeieHusax V1-Vo6;
. HNutepBan ot Hayana 3yoina R 1o Haubosiee riry0okoi Touku 3yOna S B

OJIHOM M3 TpyAHbIX oTBeAeHui >100 mcek (3Hak bpyrana);

. 3a3yOprHa Ha HUCXOJAIIEM KosleHe 3yona S (3Hak Jlxo3zedcona).

HexoTtopble u3 3Tux mnpu3HakoB (HOpMaIN30BaHbl B BHJE IMOLIATOBOTO
MO/IX0/1a, U3BECTHOTO KakK anropuT™ bpyrana (4yBcTBUTENBEHOCTH quarHocTuku KT
— 98,7%, cnerduunocts 96,5%) (puc. 29):

[ar 1: OrcyrcTByeT M KoMIUIeKC Tura RS BO BceX IpyIHBIX OTBEACHUSAX ?
Ecnu na, To nuarno3 XT; ecinu Het, nepeiguTe K mary 2.

[Iar 2: MaTepsan R-S >100 Mcek B 01HOM U3 TPYAHBIX OTBeAeHUN? Ecnu na,
to nuarno3 JXT; ecnu Her, nepeiaute Kk mary 3.

[IIar 3: Mmeercda 51U aTpUOBEHTpUKYJIspHas nuccoumanusa’? Ecmu na, To
nuarno3 JKT; ecnu Her, neperaute K mwary 4.

[IMar 4: Ouenutre otrBemenus V1-V2 u orBenenne V6 Ha HalM4due

Mopdosorunueckux kpurepues XKT:

¢ Ecau mopdonorus QRS-komiiekcoB umeeT narrepH 61oxaast [THITT

to kputepusimu KT sBisttores (puc. 30):
v Mownodasusiii 3yoert R B oteennu V1
v" R 6onpe yeM R’ B orBenenun V1
v" S 6osbiie yeM R B otBegeHun V6.
o Ecau mopdonorus QRS-kommiiekcoB umeet narrepH 0mokaas JIHIIT

to kputepusimu KT sBrsitorest (puc. 31):
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v' Iupoxwuii 3y6er R (> 30 mcek) B oteenennn V1 win V2
v A

v Hanunuwe 3y6ua Q B orBenenun V6.

‘ OTcyTcTBME KOMNNEKCoB RS B rpyaHblx oTBEAeHNAX? —YiE]

®

WHTtepean R-S=>100 Mc‘?‘—@}{ KT ‘

®

‘ AB-owccouwaumna? }—@9{ WT ‘

®

Mopdonornyecknii KpUTepUt — XxapakTepyMCcTUKa
rkoMnnexcos QRS B oTeegeHwax VI-V2 n V6

BIHMC BNHMT
Mopdonorua mopdonorua

V1 vnu V2 MoHodasHblin
R>30 mc unn >60 mc oo

Vi Vi V6 nuka S unw 3aszybpeHHoCTb
MoHodasHbIn TpexdaszHbli Ha HUCXOAALEM KONeHe
R QRS 3ybua 5

HT HKT KT

Pucynox 29. Aneopumm bpyeaoa ons ouggpepenyuanvrou IKI-ouaenocmuxu KT u HXKT

HXT KT
V1 V1 moHogazHbIii R gR (vnu RS)
V6 V6 R/S<1 QS naTtTepH

Pucynox 30. Mopgonocuueckue kpumepuu npu nammepte BITHIIT
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HXT KT

V1 maneHbkuin R V1 wwpokmnin R MenneHHblin cnyck

N N

ObICTPBIA CNYCK

VB VB

Pucynox 31. Mopgonocuueckue kpumepuu npu nammepte bJIHIII"

AdaroputMm Bepekeii (ananmm3 otseaenust aVR) (puc. 32)
[Iar 1: HauaneHeiii 3y0en R B orBenennn aVR?

Ecmu na, To nuarnos XT; ecnu Her, neperauTe K mary 2.

[ar 2: Hanmuuume HayanbHBIX 3yOLOB T WiIM ( B oOTBeAeHMu aVR
JUTHTEIBHOCTRIO Oosiee 40 Mcek?

Ecnu na, To nuarno3 XT; ecnu Her, nepeiaute K mary 3.

[ar 3: Hanuuue 3a3yOpuHBI HA HUCXOSIIEM KOJIEHE OTPHUIIATEIHHOTO WU
npeumMyIiecTBeHHO oTputiarenbHoro QRS B orBenennu avVR?

Ecnu na, to nuarno3 XT; ecnu Her, nepeiaute K mary 4.

[ar 4: Oraomenue Vi/Vt <1. [Ins o1ieHKH OTHOIIEHUSI CKOPOCTH paHHEH U
MO3/IHEW  aKTUBALlMM  KEIYJIOYKOB HCIIOJB3YETCS U3MEpPEHHUE HM3MEHEHUS
HanpsbkeHus: Ha OKI' B Teuenne HauanbHbIX 40 Mc (Vi), u TepMuHAIBHBIX 40 MC

(Vt) B 6u- unu mHorodasueix kommiekcax QRS.; ecim wet - auarnoz HXXT (puc.

33).
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KT
HauanbHblit 3y6eul R B oreneHn aVR 4@9 WT R Rs—/"\—
Hanwyne HavanbHbIX 3yOL0B r MNn q B Qr'_\r’k - R -—\J(\—
otBeneHnn aVR gnutensHocTeio =40 mMc _@ KT
S S _
@ By B~
Hanuuuwe 3a3yGpuHLI Ha HUCXOAALLEM KONEHe
OTPULIATENLHOMO UMW NPEUMYLLECTBEHHO _% WT HXT
oTtpuuatensHoro QRS s oteepeHnm aVR
rsR —/\l{\—
VifVest @ xT By
Qs
—uu(——
HXT

Pucynox 32. Anecopumm Bekepeii onsa oughghepenyuanvrou IKI -ouaenocmuxu KT u H)XKT
(omeedenue aVR)

KT
LT T 1 L T T T T T T 77
. —HH V/V.<1XKT
V=015 /Ve —
NITRN =
\
1 I
\HJH]
- V=06
HXT
AT [ T T T T T T T 1
V V> 1THXT
T T
N N B
AN V,=0,2
) N
77\ ~NL
\ J
V=04 U

Pucynok 33. Oyenxa omnowenus ckopocmu panueii u no30Hel akmueayuu Hceiyo00ukos 8
ou- unu mmozogasznvix komniekcax QRS
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Kpurepnii IlaBa
Ecnu npu ananuze OKI' Bo BTopom 0TBeeHUH BpeMst OT Hadaja 3youa R 1o

ero nuka cocraniser >50 mcek, To auaraos XKT; ecimm et — CBT (puc. 34).

HAT

Il OTeeneHue Bpemna oT Hadana 3ybua R
no ero nuka =50 Mc
°®

Sl | ]
| L=

™~
e
T~

-

Pucynox 34. Kpumepuui Ilasa (ananuz omeeoenus 1)

KynupoBanue Taxukapauyd C MIUPOKUMHU KOMIUIEKCAMHM IyTEM OJIOKaJbl
aTPUOBEHTPUKYJISIPHOTO  y3i1a  (Hampumep, Tnpoba BambcanbBbl, Maccax
KApOTUJHOIO CHHYCa WM BHYTPUBEHHOE BBEJICHHUE aJICHO3MHA) MOATBEPKIAET
Ha/KETYJJOUYKOBYIO TaXUKApUIO C a0eppaHTHOW MTPOBOAUMOCTBIO.

YcKOpeHHBIN HIHOBEHTPUKYJIAPHBbIM PUTM

Y CKOpEHHBI UINOBEHTPUKYJIISIPHBIA PUTM — 3TO, I10 CYIIECTBY, MEJIEHHAS
dopma KT c gacroToit cepaeunsix cokpamiennit menee 100 yu/mus (puc. 35). 910
MPOUCXOJIUT, KOTJIa SKTOIMUYECKHUI oYar B )eIyJouKaX HAauMHAET BO30YKIAThCA C
YaCTOTOW 4YyTh BBIIIE, YEM Y CHHOATPHAIBHOTO y3J1a, U CTAHOBUTCS OCHOBHBIM
BOJUTENIEM CEPACUYHOrO PUTMA. Y CKOPEHHBIN UIHMOBEHTPUKYIISIPHBIA PUTM OOBIYHO

XOpouio nN€PEeHOCUTCA U, 110 CYHICCTBY, ABJIACTCA ((lIO6p0Ka‘I€CTBeHHBIM».

Lead Il

Puc. 35 Vcxopennwviti uouosenmpukynapuwiii pumm. Pecucmpupyromea wupoxue
JAHCEYOOUKOBbIE KOMNIEKCHL ¢ Yacmomoti 88 yO/MuH.
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Curnaga-ycpeanennasi JKI' BbICOKOro paspenieHust

CY-OKI' pexomenaoBaHa Mg YJAy4LIE€HUS JIUAarHOCTHUKUA apUTMOIEHHOU
Kapauomuonatuu — mpaBoro  kenygouka  (AKMII) y  mamuweHToB  ©
JMAarHOCTUPOBAHHBIMU SKEJIyJOYKOBBIMM HApYyLICHUSAMH PUTMA WA HMEIOIINX
BBICOKMI PUCK Pa3BUTHS KU3HEYTpoKaromux JKA.

C nomonrpro CY-OKI' ygaercs yiny4miuTh COOTHOILIEHHWE CHUTHAI-IIYM JUJIs
noBepxHocTHOU DKI' Takum 00pa3om, 4TO CTAHOBSITCS BUIHBI HU3KOAMILTUTYIHBIE
CUTHAJIbI (MUKpPOBOJBTaX) B KOHIE KomIuiekca QRS, KoTopble Takke Ha3bIBaOT
«MO3IHUMM TMOTeHUuanaMmy». I[lo31HHME MOTEeHUuMa bl YKa3blBalOT Ha 00J1acTH
M3MEHEHHOTO MUOKap/ia C 3aMeIJIEHHBIM ITPOBEICHUEM — BO3MOKHBINA CyOCTpaT st
KTA no mexanusmy puenTpu. Hcnonb3oBanne CY-OKI' mone3Ho ¢ uUenbio
mudpepeHInanbHON TUAarHOCTUKU CTPYKTYPHBIX NATOJIOTHHA Ceplla, TAKUX Kak

AKIDK, y maunenTos c KA.

5.3. XoarepoBckoe MOHHUTOPHPOBAHHME M  TEXHOJOTHM MOOMJIBLHOIO
3APABOOXPAHEHUS B ITUATHOCTUKE APUTMHHA

Xonmeposckoe MoHumopuposaHue

CoBpemenHble cucteMbl XM MO3BOJISIIOT HENPEPBHIBHO PETUCTPUPOBATH 3-X
unu 12-tu kananeHyto JKI' B Teuenue 24-48 (HEKOTOpBIE YCTPONCTBA /10 7 CYTOK).
JlokymeHTamus pa3iudHbiX BUAOB KA M CONMOCTABJICHUE SIHU30J0B ApPUTMHUHU C
KIIMHAYECKOW CHUMMTOMATUKOM, (PU3MYECKOW WIIM SMOIMOHAIBHOW HArpy3Kowu,
MMEET pEeIllarollee 3HAUYCHHE B IMOCTAHOBKE JIMAarHO3a, CTpaTU(UKAIMKU pUCKa U
OIpe/IeIICHUs] TAKTUKH JieueHus (puc. 36).

XM no3Boasier omnpenenutb Opems K3J. 12-xananmbHoe XM mo3BoJIsIET
yTOuHUTH TOoNUKY KA, nzmenenus qnurenbHocty naTtepBaia QT u cermenta ST.

MexayHaponHBIM  apUTMOJIOTHYECKHM  COOOIIECTBOM  pa3paboTaH
COTJIACUTENIbHBIA ~ JIOKYMEHT 1O TPUMEHEHUIO TEXHOJOTHM  MOOMIIBHOTO

31PABOOXPAHEHHUS B JICYUCHUU apUTMUM.
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Pucynox 36. S-munymmuulii hpacmenm 24-uacosoii xonmeposckoil 3anucu y nayuenma.
Ipumeyanue: 3apecucmpuposana noaumopghnas KT, uacmele oounounvie KO,
npobescka neycmouuugou KT.

Tpamunmonnsie HocuMblie MoHHTOPHI OKI' uCmoNB3yrOTCS B TEYeHHE
ONPE/ICTICHHbIX ~ KOPOTKHX  IEPUOJOB  BpeMeHH. [lpenmyliecTBamMu WX
WCIIOJIb30BAHUSl  SIBIISIFOTCS.  HENPEPBIBHBIL  MOHUTOPUHI M BO3MOXKHOCTH
UCIIONIb30BaTh  HECKOJIBKO ~ OTBEICHHW, YTO MOXET OBITh BaXHO  JUIS
aupdepeHIanul apUTMUHR. VICTOPUYECKHM OHM HCIHOJB30BAIKMCH JUIS OLCHKH
cepaueOnenus, oOMopokoB U ompezneneHus mopdomorun QRS. Texuosorus
MOOHIBbHOTO 31paBooxpaneHust (MHealth) npomieBaeT BpeMss MOHHTOpPHHra Ha
HEOTPE/ICTICHHBI CPOK, ONpENeNsIeMblii IOJb30BaTENIeM, a TaKXKe MO3BOJISET
OTCJIC)KUBATh Jpyrue mnapamerpbl oxHoBpeMeHHo ¢ OKI' u mojakimodaThcs K
MalMHHOMY O0Oy4yeHHt0. TeXHONOTHMH MOOWJIBHOTO 3IpaBOOXPAHEHHS IS
MOHUTOPUHTA apUTMHUH, TNPUMEHSIONMECS TI0 Ppa3IH4YHBIM  ITOKa3aHUsM,

Ipe/ICTaBICHbI Ha PUCYHKE 37.
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Onpedenentoe/kopomicoe Bpevs nenoms0sanms

[peprpLii

MOHHTOPHHT

Perucrparopst cofemmii

/

Texaoaorum mHealth Heonpederennoe/Doazoe

<3l cex (O aHOKAHA IEHEE
[MopraTnenee
Tpanawropawe [praosens b
10 cex-2 mun. IRT narrepuw I8 CMAPTROROE
{ensapos Bpyrana, M
. ) LQT) Ny . VL THIE PAME TR ECKHE
24-48 yacos - ADITER Crpaenr $I1
: Hocuwsie leweane D1
Z = qCcC,
No 14 nueit = CEHCOHBIE CH - All
3 T Cencope, Oiipas 3uzam ’
= - S NOANEEHEE T,
N 30 anei ¥ Muoroamneiinas B GRAERY Han sl
= - COH,
:::E?::]:m Gpacaera ALIXAHHE,
{20 afaammm) E::'l_'uu:‘:"“m' ::.::IM carypauua 0,
Ormim
HMILIaaTHpy eMERE NETICELIE PEFHCTITOPG

Henpepuaniii

MOHHTOPHHT

Pucynox 37. Texnonoeuu mobunbHo2o 30pagooxpameruss Oas MOHUMOPUHSA
apummutl, NPUMeHIOWUeCs No Pa3IUYHbIM NOKA3AHUSIM

Ilpumeuanue: TpaouyuonHvle HOCUMbIE MOHUMOPbLL UCHONLIVIOMCA 6  MeyeHue
OnpedeneHHo20 KOpOmKo2o nepuoda epemenu. llpeumywecmeamu seistOmcst 803MOICHOCHIb
HeNnpepul8HO20 MOHUMOPUPOBAHUL U UCNONL308AHUE HECKOIbKUX OMEeOeHUll, Ymo ABNAemcs
8aJICHLIM 8 Ougepenyuarvhom ouacroze apummui. Kax npasuno, OHU NpUMeHAIOMCs O0s
BbIABNIEHUS. NPUYUHBL cepoyebuenus, 00Mopokos u onpeoenenus mopgonoeuu QRS xomniexca.
Hcnonvzosanue mexnonoeuii mHealth npoonesaem epemsi MOHUMOpUHeA HA HEONPEOENCHHbILL
CPOK, onpeoensemblll NoIb308amenem, U 0aem 03MOHCHOCHb OMCILEHCUBAMD Opyeue napamempbl
oonospemernno ¢ IKI' 6 mecHol c6a3u ¢ MexHONO2UAMU MAWUHHO20 00yyeHus. OObluHo 6
yempoucmeax mHealth ucnonvzyemcs oonmoxananenas OKIT unu  ycpeonwennas YCC, c
NPUMEHEeHUeM NPEPLIBUCTNO20 MOHUMOPUH2A.

Cokpawenus: A/ — apmepuanvhoe oasnenue, @I — guopurrayus npeocepoui, CH —

cepoeunas nedocmamounocmsb, YCC — uacmoma cepoeunvix cokpawjenut, IOKI' —
anekmpokapouoepagus, LOQT — yorunennwviti unmepsan QT.
@pacmenmapHoe  MOHUMOPUPOBAHUE IKI' ¢ UCNOIL308AHUEM

peaucmpamopos KT - cobimuii (event recorder)
B cinydae, eciam smmM304bI apUTMHI BO3HHKAIOT PEIKO W HMX HE YAaeTCs

opu  o0bivHOM XM,

OKI' ¢

3aperuCTpupoBaThb MMpCANOYTUTCIIbHES HCIIOJIb30BATb

dbparMeHTapHOE MOHHUTOPHPOBAHHUE HCTIOJIb30BAHUEM  Pa3JIUYHBIX

HapyXKHbIX «peructpatopoB IKI'-coObITHil», IUOO0 aKTUBUPYEMBIX CaMUM
NAlMEHTOM BO BpeMsl IPUCTYIa apuTMUHU, MO0 ¢ nerieBoi 3anucbio DKI'. Takoi

perucTpaTop MOKET ObITH B BUI€ HApyUYHBIX YyacoB (puc. 38).
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10.12.2006 15:19:06 25mmifs 20mm/mV ‘unsTp:—ney. dunsTp 25 Hz HR:105

S~ NN

11.12.2006 14:23:15 50mmfs Z0mm/mV ‘vneTp:—ney. dpruneTtp 25 Hz HR: Y6

Pucynorx 38. Onuzoo eepemenoodpasnoii KT ‘“torsade de pointes” y nayuemma c
cunopomom yonunennozo unmepegana QT 3apecucmpuposan na 14-ii Oenv ¢hpacmenmaproco
MOHUMOPUPOBAHUS C UCNONb308aHUeM pecucmpamopa IKI-cobvimuil 6 6ude HapyuHbIX 4aAcos
“Meditech” c akmusayueii pecucmpayuu oonozo kananra IKI" camum nayuenmom. Ha cunycosom
pumme unmepsan unmepsan QTc — 520 mcex.

Bosmooichocmu  kommepueckux HOCUMbBIX 2a0XHCEMO8, «YMHLIX UYACO8» C
@yukyuetl pecucmpayuu IKI" 6 demexyuu sHceanyo0ouKos8wvix apummutl

B mocneanue roasl Ha PhIHKE HOCUMBIX MOOHWJIBHBIX T'a/)KETOB TMOSBUINCH
ycTporicTBa ¢ ynkmueit peructpanuu OKI' (B Buje 9acoB, CTUKEPOB, TUIACTUH U
JIp.), CBS3aHHBIX CO CMapT(GOHAMU U BO3MOXXHOCTHIO IEpe/aBaTh 3aIWCh IO
WHTEPHETY B MEIUIIMHCKHE yupexxaeHus. Ha pucynke 39 npencrasieH ¢pparMeHT

OKT', 3anucaHHpIil IaAHUEHTOM B MOMEHT IIPUCTYIIA TOJIOBOKPYKEHHUS.
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25 mm/s, 10 mm/mV, Lead |, 513Hz, iOS 13.7, watchOS 6.2.8, Watch5,2 — The waveform is similar to a Lead | ECG. For more information, see Instructions for Use

Pucynok 39. 3anuce anexkmpokapouocpammur 6 omeedenuu I na Apple Watch Series 5
(Apple Inc., Kynepmuno, Kanugopnus) (25 mm/c, 10 mm/mB, 513 Iy, coomeemcmeyem I
cmanoapmuomy omeedenuio 12-xananvrou IKI') sapecucmpuposana sicenyoouxosasn ducemunus
U NAPOKCUZM HEYCMOUYUBOU NOTUMOPGHOU dHcenydourkosol maxukapouu. Ha momenm sanucu y
nayueHma Ommeyaniucs npedoOMoOpoUHble CUMNIMOMDYL.

Hapysicnvie namu-monumopst u umniaumupyemvle YCmpoucmad

[Ipu penkux cuMnToMax (CHUHKOMAJIbHBIE COCTOSIHUSI)) U HEBO3MOXKHOCTHU
peructpariun = OKIT BO BpeMs Takux OSIHU300B ¢ ToMomibio XM wiH
dbparMeHTapHOTO MOHUTOPUPOBAHMS PEKOMEHIOBAHO HMCIIOJIH30BAHUE HAPY>KHBIX
(maT4-MOHUTOPHI B OTJIIMYHME OT CTaHAAPTHOrO XM HE UCIOIB3YIOT KaOenu) Wiu
MMIUIAHTUPYEMBIX ~ KAPJAMOMOHUTOPOB JUISI  JOJTOBPEMEHHOM  PETUCTPALUU
AIEKTPUYECKON aKTUBHOCTH TMPOBOJAIICH CUCTEMBI CEpAla C LIEJIbIO BBISBICHUA
BO3MOXXHBIX TPAH3UTOPHBIX apUTMUMN, CIOCOOHBIX BBI3BIBATH TAKHUE CUMITTOMBI.

KapamnoMoHUTOpBI UMILTAHTUPYEMBIE, KOTOPBIE TTOCTOSHHO MOHHUTOPHUPYIOT

CEpJICYHBI PUTM M PETUCTPUPYIOT COOBITHS 3a MEPHOJ BPEMEHU, U3MEPSEMBIi
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rofjlaMi, MOTYT OCYIIECTBJISATh 3alIUCh aBTOMATHYECKH B COOTBETCTBHM C 3apaHee
YCTaHOBJICHHBIMU MapaMeTpamMu. Takue yCTpOICTBa AAIOT LIEHHYI WH(OPMALUIO
JUIsL AUAarHOCTUKHM CEPbE3HBIX TaXWapUTMHU M OpaauapUTMUN y MalUEHTOB C

YIPOKAIOMUMHU CUMIITOMaMH (HaIlpUMep, CHHKOIaabHbIe cocTosiHus) (puc. 40).

| Reveal ing”| )

Pucynox 40. Umnaianmupyemvie nemnesvie pecucmpamopsi komnanuu Medtronic

5.4. Oxokapauorpapusi, MPT u KT cepaua

N3 uHCTpyMEHTaNbHBIX METOAOB JAWArHOCTUKM Yalle BCErO HCIOJIb3YIOT
OxoKI', koropas, mo cpaBHenutro ¢ MPT u KT cepaua, siBusiercss meHee
JIOporocTosiieii, 0oyiee JOCTYMHOM W TMO3BOJSIET C BBICOKOM TOYHOCTHIO
JMAarHOCTUPOBATh 3a00JIeBaHMsI MHOKap/ia, KJIalmaHOB Cep/la WM BPOXKICHHBIC
nopoku cepaua, cesizannblie ¢ KA u BCC. Kpowme Toro, y 60JbIIMHCTBA TALUEHTOB
OHa TI03BOJISIET OIIEHUTH cCUCTONMUYecKYI0 hyHKIuio JIK 1 pernonanbHOe ABMKEHHE
cepreunoit crenku. DXxoKI mnsa omenku ¢ynkiuu JOK u DK u BhisBieHus
CTPYKTYPHOW TATOJOTHM  CEpJilla PEKOMEHJIOBaHAa BCEM IAIIMEHTaM C
npeanojaraeMbiMi Wi JokazaHHbIMU JKTA WM HMMEINUM BBICOKMM PUCK
pasButus  Tsokenbix KA wim  BCC, Hanpumep, mpu  AWIATalMOHHOM,
runepTpoPuUeckod WM MPaBOKETYyJAOUYKOBOM KapAMOMHONATHH, a TakKXe Y
MAIMEHTOB, TMEPEKHUBIINX OCTPBIA HHGAPKT MHOKApJa, WIH y POJICTBEHHUKOB
MaIKUEeHTOB C HACJIEACTBEHHBIMH 3a00JIeBaHUSIMU C BbICOKUM puckoM BCC.

HexoTopeiM marmentam nokazana 9xoKI' ¢ 1ekapcTBeHHON Wi GHU3UISCKON
Harpy3koi («ctpecc-2X0O»), B TOM Uuciie TalueHTaM, Y KOTOpbIiX JKA MoxeT ObITh
CIIPOBOIIMPOBAHA UIIIEMHUEH, a TAKXKE TeM, KTO HE IepEeHOCUT (PU3UIECKHUE HArPy3Ku
win umeer usMmeHeHuss OKI' B mokoe, yto orpanuumBaeT ToyHOCTh OKI' s

OIpCACICHNA NILICMHU.
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Bemmonnenne MPT ¢ kontpactupoBanuem wumu KT cepama ¢
KoHTpacTupoBanueM 1 DKI'-cunxpoHuzauuenn y nanueHToB ¢ KA peKOMEHI0BaHO
B ciry4asix, korga OxoKI' ve naet Tounoit undopmanuu o pynkumu JOK v IDK n/unu
O CTPYKTYPHBIX U3MEHEHUSX CEpALA.

Ha xayecTBO mouTu BceX BHUAOB HM300paXCHHUS BIMSIECT HAJIMUME YaCThIX
KEITYyIOUYKOBBIX  3KcTpacucton. Cunxponmszauus OKI',  gomosiHUTENbHBIE
nocJieIoBaTeIbHbIC 3aJIEP>KKU BIXaHUS U TPUMEHEHHUe [B-aIpeHo0I0KaTOpOB AJis
cHmkeHus: YCC crocoOHBI yIyYlIUTh KaYECTBO BU3YaTU3alIUU.

Tounoe onpeneneane @PBJDK  BO3MOXKHO TakkKe €  NOMOIIBIO
BEHTpUKYJOrpadun cepaua 15R107 KOMIIBIOTEPHO-TOMOTrpadhuuecKoit
BEHTpUKYJIOrpaduu, YTO OCOOCHHO IIEHHO /I MAIlMEeHTOB, Yy KOTOPBIX 3TOT
MOKa3aTesp He yaaercs onpenenuts npu OXoKI'.

Ha pucynke 41 mnpoaemoHcTpupoBanbl Bo3MokHoctTu MPT cepnna B
JIMarHOCTUKE apUTMOT€HHOM KapAUOMHUONATHUHU IPABOro kemyaouka. CTpenkamu
YKa3aHO HaJIW4ME >KUPOBOW TKAaHW B BBIBOJHOM TPAKTE IIPABOrO JKEIyJO4YKa H

CBOOOJTHOM CTEHKE TIPABOTO JKEIyI0YKa.

_:;/ —

Pucynox 41. MPT-Oanuvie cepoya npu apummo2eHHOU KApOUOMUONAMUU NPABO2O
JHceny0oyKa

5.5. Harpy3o4Hblie npoobI
Harpyzounsiit crpecc-tect (DKI/IxoKI'/mepdy3uonnas omHoGOTOHHAS

SMUCCUOHHAs  KOMIIbIOTepHass Tomorpadus ¢  (u3myeckoil  Harpy3kom)

pEKOMEH10BaH nanueHTam ¢ JKA, IMEIOIIMM CPEAHIO0 WU BBICOKYIO BEPOSITHOCTD
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NBC, ucxoas U3 Bo3pacta WIM CUMITOMOB, C LEIbI0 MPOBOKALMKA HIIIEMHYECKUX
M3MEHEHUN WIM KEJIyJOUYKOBBIX apUTMHUM, a TakKXe JJisl YTOYHEHHs JAUarHo3a u
nporHo3a npu Hamuuuu KA, MHAYUUPOBAHHBIX (U3UYECKOW HArpy3KoH, WU

II0JTO3PCHHH Ha JaHHYIO0 naTojoruio, Bkiodas KIDKT (puc. 42).
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Pucynox 42. Pasnonanpasnennvie JK3. @paemenm IKI 6o 8pems Hazpy3ouHo2o mecma y
nayuenma ¢ KIDKT.

5.6. UuBa3uBHbIE METO/IbI IUATHOCTUKH

Koponapnyro  ameuocpaghuro  pekoMeHIyeTcsl ~ pacCcMOTpeTb IS
MOATBEPKACHUSA WM HWCKIIOYEHUS HAIWYMS TEeMOJAMHAMUYECKH 3HAYUMbBIX
CT€HO30B KOPOHAPHBIX apTEpPUM y MALMEHTOB C XU3HEyrpoxarommmu KA, wim
nepexuBinx BCC, koTopble UMEIOT CPEAHIOK MM BBICOKYIO BeposiTHOCTH BC,
YUHUTBIBAsA BO3PACT U CUMIITOMBI.

PeHTreHOKOHTpacTHas BEHTpUKYJorpaduss w/uiaum OHoICcHsS MHUOKapaa
MpaBoro kenyaouka pekomenayercs misg auarHoctuku AKIDK um mumokapaurta B
cily4ae, €CJIi JAMarHo3 He MOKET ObITh MOCTAaBJIEH WJIM UCKIIOUEH HAa OCHOBAHHUHU
pPE3yIAbTATOB APYTUX HEMHBA3UBHBIX HCCIIEIOBAHUN U COXPAHSIOTCS MMOI03PEHUSI HA
Hannuue AKIDK unu muokapaura.

Buympucepoeunoe snekmpoghuzuonocuuecxoe ucciedosanue (BCODPHU)

BCO®U wucnons3dyercs s oueHku uHaykinuu KT, kapTupoBaHus

MOTEHIIUAJIBHON 00J1acTy abJaluu, OIIEHKU PUCKOB MOBTOPHBIX 31K3010B KT unu
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BCC, a Take U151 BBISBJICHUS IIPUYMH IIOTEPU CO3HAHUS, BO3MOYKHO CBSI3aHHBIX C
HapylLIEHUSIMM DPUTMA, W JUI  ONpPENECICHUs INOKa3aHWW K NIPUMEHEHMIO
UMIUTAHTHPYEMOTO KapAuoBepTepa-aeduopuusaropa.

[TanmenTaM, MMEIOIIMM XapaKTEpHbIE KIMHUYECKHE IPOSIBICHUS, HO HE
umeromuM OKI', 3aperucTprupoBaHHbBIX BO BpEMSI IPHUCTYIIOB, a TAK)XKE B CIydasXx,
KOIJla JUarHo3 HE MOXET ObITh OJHO3HAYHO IOCTaBieH Ha ocHoBaHuM OKI,
3apEerucTpUPOBAHHON BO Bpems napokcusma, aid uaaykuuu KT u Bepudukanun
JIMarHo3a pekomenayercs nposenenue BCODU.

BCO®U pekomeHnayeTcss MPOBOAUTH MpPH Kajlobax Ha OOMOPOKM U NpH
MOJIO3PEHUN HA TaXUapUTMHIO, C YYETOM CUMITOMATHKHU (HalmpUMep, yYalleHHOEe
cepaueOueHre) Wik pe3yJbTaTOB HEMHBA3WBHOTO OOCIEIOBaHUS, OCOOCHHO MAJis
NAlMEHTOB CO CTPYKTypHOM martosioruet cepaua. OOMOpPOKM — SIBIIAIOTCS
HEOJIarONpUATHBIM IPU3HAKOM Yy MALIMEHTOB CO CTPYKTYPHOU MaTOJIOTUEN cepla,
0cOOCHHO Tmpu BblpakeHHON nuchynkuuun JDK. Hamuume y mnanuenta
HeycroitunBoi JKT no ganasiM XM, 00MOPOKOB U CTPYKTYPHOM MATOJIOTUH Cep/Ilia
c 00JIBIIION J0JIel BEPOSITHOCTH YKA3bIBAET HA MPUCYTCTBUE HHAYIUpyemon XKT.

[Ipy coueTaHMM CUHKOMAJIBHBIX COCTOSIHUM, 3a0ojieBaHUsl cepAlla |
CHM)KEHHOM (hpakuiuy BbIOpOCa OTMEUAETCSI BBICOKAs 4aCTOTa MOBTOPHBIX AITU30/0B
apUTMUU U CMEPTEIbHBIX ciydaeB, naxe korma BCODU npaer oTpuuaresbHbIE
pesynbratel. BCO®U nenecooOpa3zHo BBINOIHATH y MALUEHTOB € AUCPYHKUIUEH
JOK mnocne mnepenecennoro WM (dbpakumst BweiOpoca <40%), HO maHHOE
WCCIICIOBAHUE HE SBJSIETCS YYBCTBUTEIBHBIM METONOM JUIsl MAlUEHTOB C
Heuemudeckoi kapauomuonaruen. [lpu srom nnaykuus noaumopduoin KT nnu
®X, ocoOeHHO THpHU arpecCUBHOW CTUMYJISALMUU, HE SBISIETCS CHELU(PUUHBIM
mapkepom. [Ipu UBC nieHHOCTh [uarHocTuyeckon nHpopmManuu, NoJIy4eHHON MpU
BC moxer nocturars 50%.

BCO®U pexomengoBano misa crpatudukanuu pucka BCC y manueHToB c
cunapomom bpyrama, ¢ AKIDK, ogHako wuHTepnpeTauus pe3yJbTaTOB

uccienoBanus Tpedyet octopokHocTu. OrcyrcTBre naaykimu XK T nnm OX B xome
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UCCJIEIOBAHMS YKA3bIBAET HA OJaronpuUsATHBIA MPOTHO3, OJTHAKO MPOTHOCTHYECKAs
3HauuMocTh MHayKkuuu KT nnn @K B HacTos1ee BpeMst HE OIpeIeIieHa.

BCO®U ne pekomennyetcs s crpatudukaimu pucka BCC y manueHTos ¢
CYUQT u mpu KIDKT. OOvem 1eHHOW AuarHocTUYecKoW uHopMaIuy,
NoJIy4eHHOU ¢ noMoiibio BCO®U, cynmecTBeHHO BapbUPYETCS B 3aBUCHUMOCTH OT
TUMa U TSHKECTH OCHOBHOTO 3a00JIeBaHMS CEpJilla, HAJUYMsl WM OTCYTCTBUSA
ciontanHon KT, NpUHUMAEMbIX JEKAPCTBEHHBIX MPENAPATOB, MPOTOKOJIA
CTUMYJISILIMM U oOnactu ctumyisiiuud. HauOonbmias yactora unaykuuu KT u
BOCIIPOM3BOJAMMOCTh METOJIa OTMEYEHa Yy MAalUEHTOB, IepeHecmux M.
Jnarnoctryeckass ”HPOPMATUBHOCTh OTIMYAETCS B Pa3HbIX IPYIIAX MAallUEHTOB U
OOBIYHO JOBOJIBHO Majla MpU OTCYTCTBUU CTPYKTYPHOW NATOJOTHM cepiaua H
m3MeHeHnit Ha DKI' 1 yacTo gaert JTI0KHOOTPULIATENbHBIE PE3YJIbTATHI.

VY nmanuenToB ¢ HopMasibHOU QyHKIMen JIK u 6e3 cTpyKTypHOU maToIoTuu

cepaua BCODU moxkeT cripoBOLIMPOBATh HECTIEU(PUUECKYIO TAXUAPUTMHUIO.

5.7. IlIpoBokanMoOHHbIE MPOOBI B THATHOCTHKE KeJTYI0YKOBbIX AapUTMMIi

Axmuenas opmocmamuyieckas npooa

Ounenka pauHamuku wuHTepBana QT mnpm perucrpanmu OKIT B xoxe
OpTOCTAaTHYECKON MpoObI 007alaeT TUArHOCTHYECKON 3HAYMMOCTBIO, MO3BOJISSI B
psane cnydaeB BbIABUTH Jull ¢ CYUQT. Ilocne nepexoga B BEPTUKAIBHOE
MOJIOKEHUE OTMEYAETCA YMEPEHHOE YBEJIMYEHUE YACTOThl CHHYCOBOT'O PUTMA, IIPU
3TOM Yy 3J0POBBIX NAIMEHTOB JJIMTENBHOCTh MHTepBasa QT ymensimaercs, a y
oonpHbIX CYUQT (0ocoOeHHO 2-TO THIA) MPOAOJIKUTENbHOCTh MHTepBaia QT
YMEHBIIAETCS MEHEe CYIIECTBEHHO, HE U3MEHSETCS WIM YBEJIUYMBACTCA.
VY nnuaenne koppurupoanHoro uaTepBania QT (QTc) B oprocTaze 6osnee 499-500
MC SIBJIIETCS OJHUM U3 JUATHOCTUYECKUX KPUTEPUEB.

IIpoba ¢ Oo3zuposannoli ¢husuueckol Ha2py3Kol Ha 6elodp2omempe Uil
mpeomune

Haunbonee nadopmatuBHa oreHka qiauTeabHOCTH uHTepBaia QT B mepuon

BoccTaHoBieHus. JlnutenbHocTh uHTepBasia QTc >445 mMc B KoHIE mnepuoja
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BOCCTaHOBJICHUS (CIyCTsI 4 MUHYTHI [1OCJI€ OKOHYAHMS Harpy3Ku) XapakTepHa Jis
0onpHbIX CYUQT 1-ro m 2-ro tunos. IIpu stom pnurensHOCTs MHTEpBasia QTc
<460 Mc B Hauyaje NEpPHOJa BOCCTAHOBJIICHHUS IO3BOJISIET OTIMYUTH OOIBHBIX
CYUQT 2-ro tuna ot 6onpubix CYUQT 1-ro tuna. Takke BenuunHa MHTEpBaJa
QTc > 480 Mc Ha 4-ii MHUHYTE BOCCTAHOBJIEHHS IIOCJIE CTPECC-TECTA MOMKET
CUMTATBCSI OJHUM M3 KpuTepueB auarHoctuku BpoxkaeHnHoro CYUQT (kpurepuid,
10 3HAYUMOCTH COTIOCTABUMBIN C HaJTW4YueM ajabTepHanuu 3yoma T).

DapMaKoJI0ru4ecKue NpOBOKAIMOHHBIE POObI

IIpoba ¢ mpugocadenunom

Jst 6onbHbix CYUQT XxapakTepHO YBEJIWYEHUE MPOJIOJLKUTEILHOCTH
untepBasioB QT >410 mc u QTc >490 mc, peructpupyemMoe BO BpeMsi MUHUMAJIbHOM
YCC npu uHAYUHPOBAHHOU TpUdocageHuHOM OpaguKapauH.

B nacrosiiee Bpemst AuarHocTU4YecKas 3HaYUMMOCTh JaHHOM MPOObI U3yueHa
Ha OrPaHUYECHHOM KOJMYECTBE IALMEHTOB C TEHETHYECKH IOATBEPKICHHBIM
CYHNQT, mnosToMy WUHTEpHnpeTanus TMOJYYEHHBIX B XOJI€ HCCIIEIOBaHUA
pesyasTatoB TpedyeT ocrtopoxkHoctn. CYUQT cnenyer nuddepeHnupoBaTh OT
JPYTUX BO3MOKHBIX MMPUYUH CUHKOMAJIBHBIX COCTOSHUM, YUUTHIBAsSE OTHOCUTEIIBHO
MOJIOZIOM BO3pacT OOJBHBIX, MPEXJE BCEro, OT SMWJIEICUUM U Ba30BarajibHBIX
O0OMOPOKOB, a TaKXKe OT APYTUX BpOxKIAEHHBIX JKA.

llpoba c AAII 1 knacca npu cunopome bpyeaoa

B nuarnoctuxe cunapoma bpyraga ¢papmakonorudeckuii TeCT ¢ 610KaTOpoM
HAaTPUEBBIX KAHAJIIOB OCTAETCSl aKTyaJbHbIM MPU KIMHUYECKOM MOJ03PEHUU Ha
cunapoM bpyrana u B oTCyTCTBHE CIIOHTAHHOTO MoabeMa cermenta ST 1-ro Tuma.
Criucok mpemnaparoB, HCIIOIb3yEMbIX C 3TOM IIEIIbIO, TPEeICTaBlIeH B Tabmnuiie 3.

Tabauya 3. Aumuapummuueckue npenapamsi | knacca, ucnonvsyemvie 051 npoowv
¢ yenvo ouazHocmuxu cunopoma bpyeaoa

Ilpenapam o3za Cnocoo eéseoenusn
AliManiH 1 mr/kr B Teuenue 10 muH BnayTtpusenHo
dnexauHux 2 mr/kr B Teduenue 10 MuH BnyTpuBeHHO

200-300 mr Buytps (>1 u)
[Ipoxannamun 10 mr/kr B Teuenue 10 Mun BnyTpuBeHHO
[MuncukanHug 1 mr/kr B Teuenne 10 muH BuaytpuBeHHO
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Tect cunTaroT MOJIOKUTEIBHBIM TOJIBKO MpH nonyyeHun DK -naTrepHa 1-ro
tuna (puc. 43); KpUTEepUsIMU MPEKPALICHUS TAKXKE CIIy)KaT MOSBIEHHE YacCThIX
KEJTYTOYKOBBIX IKCTPACUCTOJI WM IPYTUX APUTMUI, UM paclIupeHne KOMILJIEKCa

QRS >130% OT nCcXOaHOTO 3HAUYCHUS.

AVR °

AVL -

AVF

V1

V2

V3

va

V5

V6 B i i
Pucynox 43. Pazeumue muna | cunopoma bpyeaoa na ¢hone 66edenus avimanuna

5.8. MeTtoabl MoJieKkyasipHo-reHeTnueckoii 1 JIHK-nnarnocrukm

[IpoBeneHne KOMILJIEKCHONO T'E€HETMYECKOTO aHalii3a Ha BBISBICHUE
Bo3MOXXHBIX MyTanuii B reHax KCNQI1, KCNH2 u SCN5A (CYUQT 1, 2 u 3-ro
TUIIOB — HauboJIee pacrpocTpaHEHHbIE POpMBbI 3a00I€BaHUS) PEKOMEHIOBAHO BCEM
nalyeHTaM, uMmermuM kinHaudeckue mpossieHuss CYUQT, oTsAromEHHbIn
ceMeiiHbIi aHaMHe3 U yauinHeHue uatepana QTc, 3apeructpupoBanHoe Ha OKI' B
MOKOE, WJIW TMPHU MPOBEICHUM MPOBOKAIIMOHHBIX JUArHOCTUYECKUX MPOO, a TakkKe
BCEM TNalMeHTaM, He uMeromuM xapaktepubix st CYUQT xinHUYEeCKUx
cuMnTOMOB, Iipu peructpaunu Ha JKI' ymmmuaenus uarepsana QTc > 500 mc npu
OTCYTCTBHUU JIPYTUX BO3MOXKHBIX IPUYUH yIuHeHUs1 nuHTepBaia QT.

MeTtoapl MOJEKYJISIPHO-TEHETUUECKOW JIUarHOCTHKKA HMEIOT  OOJIBIIOoe
3HaueHue B nuarHoctuke CYUNQT u ompenenenuu mporHosa nanueHToB. I[lpu

MMPOBCACHUN KOMIIJICKCHBIX TCHCTUYCCKUX AHAJIM30B MYTAallUN YHaéTCﬂ O6H3py>KI/ITB
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npubaM3uTeNbHO  y  75% TMalUMeHTOB, MO3TOMY OTPUUATENBHBIA pe3ysbTaT
FeHETUYECKOTO aHaJIN3a HE TTO3BOJISICT MOJIHOCTHIO HCKII0UnTh auarao3 CYUQT.

[IpoBeneHNE KOMIUIEKCHOTO TE€HETHYECKOIO0 aHajiu3a Ha BbISABJICHHE
BO3MOXHbIX MyTanuid B reHax KCNQI, KCNH2 u SCNS5SA pekoMeHI0BaHO
nanyMeHTaM, He umeromuM xapakrepHbix CYHUQT-cuMnToMoB, 1pu perucrpauuu
Ha OKI' ynnunenns narepBana QTc>480 Mc pu OTCYTCTBUH APYTUX BO3MOXKHBIX
npuyuH yaiuHeHus: uarepaia QT.

B cinyuyae oOHapysxenus y nanuenta ¢ CYUQT renetudeckoil MyTanuu npu
MPOBEJCHUU CKPUHUHTA, HANpPaBICHHOTO Ha BBIIBICHHE OTOM MYyTalluu,
PEKOMEHJOBAaHO BCEM OJU3KMM POACTBEHHHKAM, JIa)K€ MPU OTCYTCTBUM Yy HHUX
XapaKTEPHBIX IS ATOro 3a00JIeBaHUS KIMHUYECKUX MPOSBICHUNA M U3MEHEHHM
OKT', ny1st OeHKM MHAMBUAYAIBHOTO MPOTHO3A.

MeTtoabl MOJIEKYJIIPHO-TEHETUYECKON TUAarHOCTUKHU TaKKE PEKOMEH]I0BAHbI
JUIS TUarHOCTUKYU cuHIpoma bpyraaa, olHaKO reHeTUYECKUE MyTalluK y MalueHTa
yaa€rcs OoOHapyX uTh Jullb Npubau3uTenbHo B 30% ciiydaeB (T€H OCHOBHOM
CyOBeAMHUIBI HATPUEBBIX KaHaoB SCNSA), mo3TOMYy OTpHIIATENIbHBIN pe3yIbTaT
TF€HETUYECKOT0 aHAJIN3a HE MO3BOJISIET MOTHOCTHIO UCKIFOYUTh THATHO3 CHUHIPOMA
bpyrana. B cnyuae oOHapykeHus y naiueHTa ¢ CHHApoMoM bpyrana renetnyeckoi
MyTallid MPOBEACHUE CKPUHUHTA, HAMPABICHHOTO HA BBISIBIICHHE 3TOW MYyTallWH,
PEKOMEHJOBAaHO BCEeM OJM3KUM POJCTBEHHUKAM, XK€ MPU OTCYTCTBUM Y HHUX
XapaKTEPHBIX JJIs1 3TOro 3a0oeBanus namenenuit DKI'.

[IpoBeneHne MOJIEKYIISIPHO-TEHETUUECKUX UCCIEAOBAHNAN JINIIAM, UMEIOIITUM
OKI'-u3menenus 2-ro u 3-ro TUnoB cuHApoMa bpyraaa, mpu OTCYTCTBUU y HHX
KIIMHUYECKUX mposBieHud u oTsaromeéHHoro no BCC cemeiiHoro anamHesa B
HACTOSILEE BPEMSI HE PEKOMEHIOBAHO.

[IpoBeneHne MONEKYISIPHO-TEHETHIECKOTO HCCIICIOBAHUS Ha OOHAPYKECHHE
mytauuii B reHax RyR2 u CASQ2 pexkomenaoBano Bcem mnanuveHtaM ¢ KIDKT u
MalueHTaM, KIMHUYECKHUE TTPOSBIICHUS] KOTOPBIX ¢ OOJIBIIONH BEPOSITHOCTHIO MOTYT
OBITH O0YCIIOBJIEHBI ATUM 3a00JIEBaHHEM, OCOOEHHO MPHU OTATOIMEHHOM CEMEIHHOM

AHaMHEC3€C 1A CTpaTI/I(i)I/IKaHI/II/I PHUCKaA.
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B cnydae oOHapykeHus y TmalMeHTa NaTOTHOMOHUYHOW TE€HETHYECKOU
MyTalldd TPU MOJIEKYJISIPHO-TEHETUUYECKOM HCCJIEAOBAaHMU, HAIMPABICHHOM Ha
BBISBJICHUE JTOM MyTallu¥, BCEM OJIM3KMM POJCTBEHHUKAM  TaIlMeHTa
PEKOMEHOBAaHO MPOBEJACHUE MOJICKYISIPHO-TEHETUYECKOTO CKPUHUHTA, AaXXe MPU
OTCYTCTBUU Yy HUX KJIMHUYECKUX MPOSBICHUIN 3a00JI€BaHMUS.

[TarquenTaM ¢ cuUHIPOMOM KOpoTKoro uHTepBasia QT pexoMeHA0BaHO
MPOBEJECHUE KOMIUIEKCHOTO MOJIEKYJISIPHO-TEHETUYECKOTO CKPUHUHTA (BBISIBJICHUE
HanOosee yacTeix MyTanuid B reHax KCNH2, KCNQI1 u KCNJ2) nns BeIgBiICHUS
MEePCOHATBHBIX PUCKOB. CleyeT YUYUThIBATh HU3KYIO UYBCTBUTEILHOCTh METOJIOB
B JUArHOCTUKE 3a00JIEBaHUSL.

B cnydgae oOHapykeHus y TmalMeHTa MaTOTHOMOHUYHON T€HETHYECKOU
mytanmn B reHax DSC2, DSG2, DSP, JUP, PKP2 u TMEMA43 nposencHue
CKpUHHWHIA, HAIPABJICHHOTO HA BBIABJICHUE ATON MyTalliM, PEKOMEHJOBAHO BCEM
OJIN3KUM POJICTBEHHUKAM, JIaXKe MPHU OTCYTCTBUM Y HUX KIIMHUYCCKHUX MPOSBICHUN
3a00JICBaHMUSL.

IIpoBeaeHre KOMILIEKCHOTO WJIM II€JIE€BOTO T€HETHYECKOI0 CKPHMHMHIA Ha
BBISIBJICHUE HanboJiee yacThix MyTanuii B renax DSC2, DSG2, DSP, JUP, PKP2 u
TMEMA43 pexoMeHA0BaHO BCEM maneHTam npu nogo3pennn Ha AKITK.

[IpoBeaeHre KOMILUIEKCHOTO WJIM IIE€JIE€BOr0 T'€HETHMYECKOTrO CKPUHUHIA Ha
BBIsSIBJICHUE HanboJiee yacThix MmyTanuii B renax DSC2, DSG2, DSP, JUP, PKP2 u
TMEMA43 e pexoMennoBaHo npu Hu3koul BepositHoctd AKIDK (Hannune Tonbko

OJTHOTO MaJjIoro IUarHOCTUYECKOTO KPUTEPHUS).

I'maBa 6. JluarHocTuyeckue KpPUTEPUM TMPH OTAEJbHBIX HO30J0THSAX,
aCCOLMUPOBAHHBIX ¢ BBICOKMM puckom KT n BCC
6.1. Cunapom yaiuHeHHOro uHTepBaga QT (B T.4. IpuoOpeTeHHbIH)

Cpennuii Bo3pacT MaHH(EcCTallMM KIMHUYECKUX MposiBIeHU — 14 jer.
['onosoii nokazarens BCC y naunenToB ¢ HeneueHHbIM CYUQT cocrasinsiet ot 0,3
10 0,9%, Torna Kkak CUHKOIIE BO3HUKAIOT y 5% B ToJ. BbUIM BBISBIEHBI MyTallMHU B
17 renax, accoruupoBaHHbie ¢ CYWQT, GOJMBIIMHCTBO U3 KOTOPBIX KOAUPYIOT

CY6’I>€I[I/IHI/IHBI QJICKTPUYICCKH AKTHBUPYCMBIX HOHHBIX KaHaJIOB: KaJIHUCBBIX,
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HaTPUEBBIX WM KAJIBLMEBBIX. [ €eHETUUECKUI CKPUHUHT BBISBIISICT MATOJIOTUYECKHE
mytanuu B 75% ciayuaeB CYUQT B tpex ocHoBHbIX reHax (KCNQI1, KCNH2 u
SCN5A — tunmet CYUQT 1, 2 u 3 cooTBeTcTBeHHO), 4TO cocTtaBisieT 90%
MOJIOKUTEIIBHO TEHOTUITMPOBAHHBIX CITYy4YaeB.

Bergenstor cnenyromue noarunsl CYUQT:

1. Ayrocomuo-nomunantHeiii CYUQT (pacnpoctpaneHHocTh 1 ciayuyait Ha
2500) 6e3 BHECEpACUHBIX MPOSBICHUN.

2. AyrocomHo-nomuHaHTHble CYUNQT ¢ BHecepaeyHbIMU TNPOSBICHUSIMU,
BKJIFOYAIOIIHE:

a) cuHapoM AHJepceHa—aBuiia, KOTOPBIM BCE yallle pacCMaTpUBaeTCs

KaK CaMOCTOSATEIbHOE 3a00JIEBAHNE;

0) cunapoM TumoTH, XapaKTEpPU3YIOIIUICS YJIMHEHUEM HHTEpBaja

QT, cuHAakTWIMEW, TNOPOKAMU pa3BUTHUS  CEpAlla, PacCTPOMCTBOM

ayTUCTUYECKOTO CIIEKTPa U JUCMOPPU3MOM.

3. Ayrocomuo-penieccuBHbiii  CYUQT (cungpom [IxepBenna-Jlanre—
Hunbcena), coueraromuii 53KCTpeMaibHOE yuiMHeHWe wuHTepBaga QT ¢
BPOXKIAEHHOM TIIyXOTOM.

I'pynna skcneproB EOK, pa3pabaThiBatoniasi KIMHUYECKHE PEKOMEHAALNU
no nedenuto KA 2022r., noarBepaudsia JUArHOCTUYECKUE KPUTEPUH IS
ycTaHoBieHus knuHudeckoro auaroza CYHNQT: QTc >480 mc wnu Hanmuue >3
OatoB mo 1mkane oreHkd pucka gt CYUQT (tabmuna 4). Ilpu Hanmudun
apUTMOTE€HHOr0 00MOpoKa uiu cepaedHoro apecra QTc >460 mc gocTaToyHO AJId
noctaHoBku auarHosza CYNQT.

Tabnuya 4. Mooupuyuposannasn wxana ons ouaenocmuxku CYUQT (Ilxana llsapya)

IIpusnaku bajbl
>480 mc 3,5
460-479 mc 2
OKT QTc 450459 mc 1
(n71s1 My>KCKOTO T10J1)
>480 Mc B TeueHue 4-x 1
MHUHYT BOCCTaHOBUTEILHOTO
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nepuosia Tocie MpoObl C
¢du3nveckoil Harpy3Kou
KT no tuny «upyst» 2
AunbTepHanus BoJHbI T 1
3a3yOpuHbl Ha BoJIHE T B 3-X OTBEICHUSAX 1
Cumxkennas YCC nns Bo3pacra 0,5
Knunnueckuit CunHkonanbHbIe [Ipu Harpyske 2
aHaMHe3 COCTOSTHUS bes Harpysku 1
CeMeNHBIN aHaMHE3 Unensl cembu ¢ onpeneneHubiM CYUQT 1
HeoObsicammass BCC B Bospacte <30 mer vy 0,5
POACTBEHHUKOB |- cTeneHn poacTBa
I'enetnueckue 3,5
[Tarorennas myrauus
HaXOJIKH

Crpatudukanuss WHAMBUAYAIBHOIO pPHCKA OCYIIECTBISETCS C YYETOM
kinHndeckux, OKI'- u reHermueckux mnapamerpoB. K mnpoduiaktuueckomy
npumenenuro UK/ cnenyer noaxoauTe HHANBUAYAIBHO Y BCEX NALIMEHTOB IPYIIIIHI
BBICOKOT'O PHUCKa, B YACTHOCTHU y keHIIUH ¢ reHotnunoM LQT2 u QTc >500 mc, y
nanueHToB ¢ QTc >500 Mc ¥ mpu3HaKaMH 3JIEKTPUUECKON HECTaOWIIBHOCTH, a
TaK)K€ y MAlUEHTOB C T'€HETUYECKUM Mpo(uieM BBICOKOTO pucka (CHHIpOMa
Tumotn, cungpoma Jlxepena-Jlanre-HunbceHa, HOCUTENBCTBO JBYX U OoJjiee
myTauuit). Hajgo Takxke yunThIBaTh, YTO TSXKECTh (PEHOTUIIA MOXKET ONPEAENAThCS
HE TOJIBKO Kay3aTUBHON MyTaluel, HO M BCEM F€HEeTHUECKUM JaHIapTOM.

Ha ceromHsmHui  1€Hb HET  JAHHBIX, CBHUJETEIBCTBYIOIIUX O
MporHocTUYeckoil 3HaunMmoctu BCO®U ¢ mnporpammupyemMoil CcTUMYISIUEn

wenynoukoB (IICXK) y mauuentoB ¢ CYUQT.

6.2. Cunapom kopoTkoro uarepsaia QT

Cunapom kopotkoro wuHTepBaza QT (CKHQT) xapakrepusyercs
YMEHBIIICHUEM MPOJAOIKUTEILHOCTH MOTEHIIMANIA JEUCTBUSI KapJIMOMUOILIUTOB Kak
npeACcepaAnii, TaK U JKEIYJO0UYKOB, yMEHbIIIeHHEM 3()PEKTUBHOTO pedpakTepHOTO
NepuoJa MPEICEepANi U KEIyAOUYKOB, BCIEACTBUE YErO CO3/A€T YCIOBUAX IS
pPa3BUTHSL  KU3HEYIPOXKAIOUIMX  ApPUTMUA MO  MEXaHU3MY  PHUEHTpH.
NnentudunupoBansl msaTh TeHoB, cBsizaHHbIX ¢ CKUQT: KCNH2, KCNQI,
KCNJ2, CACNAIC u CACNB2b. Ho nonoxuTensHblii pe3ynbTaT FreHeTHYECKOTO

CKpUHUHTA ocTaeTcsi HeBbICOKUM (Bcero 20%). 3abosieBaHuE ABISAETCS JIETATbHBIM
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BO BCEX BO3pACTHBIX TpyNmax, BKJIOYas JETe B TMEpPBbIE MECAIbI KU3HU, U
BEPOSATHOCTh MEPBOMl OCTAaHOBKM cepana kK Bo3pacty 40 ner cocraBusier 40%.
Becbma BepostHo, uto CKUQT siBnsieTcst HetoAMarHoCTUPOBAHHBIM COCTOSIHUEM B
oOmiedt momymsiuu. JlMarHo3 y B3pOCTBIX YCTAHABIMBACTCS 110 KPUTEPHSM,
npeioxeHHpM Gollob M. ¢ coaBrt. (Tabnuma 5).

Tabauya 5. Kpumepuu ouaenocmuxu CKUQT
Kpumepuu ouacnocmuxu CKHQT bannn

NutepBan QTc <370 mc

Hutepsan QTc <350 mc

Hutepsan QTc <330 mc

Wurepsain J point — T peak <120 mc

OcraHoBKa cep/ia

[Momumopduas XKT/DXK

HeoObsicHUMBIE CHHKOIIE

OuOpMILIAIIUS IPEICep Uit

Cewmetlinas ucropuss CKUQT

Cewmeitnas ucropus BCC

Cewmelinas uctopus cuaapoma BC mnanenues

I[1o3uTUBHBII TEeHOTUD

RN R R N R R N N R W N e

MYTaLII/II/I HEOMPCACIICHHOI'0 3HA4YCHUA B TI'CHAX

KaHauaaTax

Ipumeuanue: Coxkpawenus npusedensl 8 cnucke coxpawjeruti. Ilpu nanuuuu 4 6a1108 u
bonee — gvicokas eeposimuocmb CKUQT, npu nanuuuu 3 641106 — CpeoHsist 6eposIMHOCIb, NPU
Hanuyuu <2 6an108 - HU3KASL.

VY nereir u nonpoctkoB 10 20 ser yrouHeHHbIMU Kputepusimu CKUQT
spistroTcst 3HadeHust QTc <316 mc, koppurupoanHoro J-Tpeak <181 mc u Hanuuue
paHHEN PENOIAPU3ALNH KETYT0UKOB.

ITokazanus k npumeHenuro HMKJ[ B kaxaom ciydae paccMaTrpuBarOT
WHJMBUAYAJIbHO, YUUTHIBas CEMEUHBIM aHaMHe3 U Haluuue ykopoueHHoro QTc,
OJTHAKO JJIsl OOIIUX peKOMEH AU Ha TAaHHBIM MOMEHT JJaHHBIX HEJIOCTATOYHO.

Ha ceromusmumii jgeHb HeT AaHHBIX o ToM, uto IIC)XK mo3Boisier

MPOTHO3MPOBaTh apUuTMHUUYEcKre coObITHs y nanuenToB ¢ CKUQT.
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6.3. Cunapom Bpyraga

Cunnpom bpyraga — kaHamonaTusi ¢ JOMHHAHTHBIM HACJIEJOBAaHUEM H
pa3MYHONM TEHETPAHTHOCTHIO, 3aBUCUMOM OT BO3pacTa W MOJIA: KIMHUYECKHE
NPOSIBJIICHHS 3a00JIEBaHMsI BCTPEUYAIOTCS Yallle y B3pOCIbIX U B 8 pa3 yaiue y
MyX4WH, 4eMm Yy keHmmH. @OX BcTpewaercs B cpenHeM Bo3pacTe (MHK
MaHudectanmu npuxoautcs Ha 40 J1eT), HO MOKET BO3HUKATh B JIIOOOM BO3pacTe,
OOBIYHO BO BpeMs OTHbIXa WK cHa. Beimenstor 3 ocHoBHBEIX Tuma bpyrama va DKI'
(puc. 44). IlcuxorpomnHbie mnpemaparbl, HekoTopble AAII, aHecTeTHKH, KOKauH,
Ype3MepHOE YNOTPEOJIEHUE AJKOTOJISl M JIMXOPAJKa SABISIIOTCS MOTEHIMATbHBIMU
TpUITEpamu nossieHus Opyraga-nogoonoro narrepa IKI' 1 tuna u 3amycka OXK.
Cungpom bpyraga nMarHOCTHpyeTCs y MalUEHTOB C MoabeMoM cermeHTa ST ¢
Mopdosorueit Tuna 1 >2 MM B OJJHOM HJIM HECKOJIBKUX MPaBbIX MPEKOPIUaTbHBIX
otBesieHUsIX V1 w/mnu V2, pacnoiaoKeHHbIX BO BTOPOM, TPETHEM HIIM YETBEPTOM
MexXpeOepbe, BO3HHMKAIOUIMX JIMOO CIIOHTaHHO, JUOO IOCIE MPOBOKAIMOHHOTO
JekapcTBeHHOro Tecta c¢ B/B BBegeHuem AAIl TA krnacca (Takoro Kak
npokanHamun), uau npu  peructpauuu OKIT B BepXHHX NpeKOpAMATBHBIX
OTBEICHUAX (MeXpeOepHBIX NPOMEXKYyTKax Ha 1-2 peOpa BbIlIEe MOJOKEHUN

3IeKTpoioB B V1 1 V2).

Tun 1 Tun 2 Twun 3

VZM/—-MWW ~

Pucynox 44. Tpu muna SKI-nammepnua, accoyuupyrowuxcs ¢ cunopomom bpyeaoa
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JlnarnoctTuyeckre KpuTepun CuHapoMa bpyraza B BUJI€ IAHXAWCKOM IIKAJIbI
nepecMoTpeHbl B 2016r. u mpencraBieHbl B KoHCEHCYyCHOM JOKyMEHTE MO
JTMArHOCTUKE U JICYEHUIO CUHIPOMOB J-BOJIHBI (Tabnuia 6).

Tabnuya 6. lllauxaiickas wikana ona ouaeHocmuxu cunopoma bpyeaoa

Ouenka,
Ilapamemp
oannvl

I. OKT (B 12 oTBeaeHUAX/aMOy1aTOPHOE MOHUTOPUPOBaHHUE): *
A. Crontanneiii 1-ii Tunm OKI'-marrepna bpyraga B HOMHMHAQJIBHBIX WA 35
BBICOKHX IIPABbIX OTBEACHUSIX; ’
B. WuayunupoBannbiii nauxopagkod 1-i1 tun OKI'-marrepna bpyraga B 3
HOMUHAJIBHBIX MJIM BBICOKHX MPAaBBIX OTBEICHHSX;
C. 2-i1t wim 3-ii Tun DKI -narrepua bpyrana, KoTopslii Tpancopmupyercs B 5
1-i1 Tun non neiicrBuem AAII | kinacca.
Il. Knunnueckuii anamues:™
A. HeoObsicHuMBIE OCTaHOBKM cepAlla WIH JOKyMEHTHPOBAaHHAs 3
OXK/momumopduas XKT;
B. HouHoe aronajabHOe AbIXaHHUE; 2
C. Ilomo3penne Ha apUTMUYECKOE CHHKOTIE; 2
D. Cunkorne HeICHOTO MEXaHU3Ma/HESICHOM 3THOJIOTHH; 1
E. Tpeneranue/¢ubpuuisanus npexacepauii y manumeHtoB <30 ner 06e3 0,5
QIBTEPHATHBHOMN 3THOJIOTHH
I11. Cemeiinblii anamHe3:™
A. PoacTBeHHUKH MEpBON WM BTOPOI JIMHUK C ONPEAETICHHBIM JHAarHO30M 5
cbp;
B. Ilogo3penne Ha BCC (nuxopaaka, HOYHOI XapakTep, IpOBOLUPYIOIINE 1
cbp mpenapatsl) y poJICTBEHHUKOB TIEPBOI ¥ BTOPO JINHUH,
C. HeobOwsicaumas BCC y poJICTBEHHHKOB MEPBOI MM BTOPOW JIMHUHN <45 05

. . :
JIeT C OTPUIATETLHON ayTOIICHEH
IV. Pe3ynbTaT reHeTHYECKOTO TecTa: 0,5
A. Bo3morkHast maToreHHast MyTalus reHa, BOCIpUMMUYHUBOTO K cbp
Onenka no mkaJne (Tpedyercsi mo Menbieid Mepe 1 IKI'-kpurepwuii):
>3,5 OanoB: BepOsATHBIN/ONpeieneHHbli cbp
2 — 3 Gata: BO3MOXKHBIH cbp
<2 6ayuTOB: OTCYTCTBHE TUAarHO3a

Ipumeuanue: AAIl — anmuapummuyeckue npenapamsi; cbp — cunopom bpyeaoa; BCC
— 6Hesanuas cepoeunas cmepmov, K — guobpunnayus sncenyoouxos, KT — ocenyoouxosas
Maxuxapous. * — yuumuol8aemcs MaKkCUMAaibHas OYyeHKd MobKo 3a 00UH NYHKM.

EAMHCTBEHHBIM TE€HOM C [JOKa3aHHOW Kay3aTUBHOCTBIO IIPH CHHIPOME
bpyrana sBisiercs reH SCNSA, ogHaKo Ha IO MYTalMil B 3TOM I€HE TPUXOIUTCS
mvib okoso 20% ciydyaeB 3aboneBaHus. 3BecTHble (PEHOKONMMM CHUHAPOMA
bpyrana, Takue, Kak HWIIEMHS MHOKap[a, JJIEKTPOJIUTHBIE PAaCCTPOKCTBA,
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TpoMOOAMOOJIHS JIETOYHOM apTepuH, JIEKAPCTBEHHAS] HHTOKCUKAIIUS, TOJKHBI OBITh
VICKJIFOUYEHBI 10 BBIIIOJIHEHUS TECTUPOBAHMUS.

[Touck mytanumii B reHe SCNSA pekoMeHayeTcs maiueHTtam ¢ bpyrana-
narrepHoM | tuna Ha DK, mposBisomuMcs ClIOHTaHHO WK Ha ()OHE TPUMEHEHUS
OJIOKaTOPOB HATPUEBBIX KAHAJIOB, B COYETAHUU C KIMHUYECKUMHU MPOSBICHUAMH
W/WJTU OTATOUIEHHBIM CEMEHBIM aHAMHE30M.

He pexoMennyercs npoBeneHUE MOJIEKYIIPHO-TEHETUYECKUX UCCIEN0BAHNN
auiiaMm, uMmerornmMm OpyranamnonoOusie DKI-u3menenuss 2-ro u 3-ro THIIOB, MpH
OTCYTCTBUM Yy HUX KIIMHUYECKUX MPOsABIEHNUN 1 oTsromiéHHoro no BCC cementHoro

dHaMHC3a.

6.4. Katexo/siaMuHeprudeckasi noJuMop(pHas :ke1y1049K0Basi TAXUKAPAUS

Penkoe HacnencTBEHHOE apUTMOTEHHOE 3a00JIeBaHUE, XapaKTEPU3YIOLIEecs
aJpeHEPTrUUECKU-UHIYIIUPYeMO  JByHarnpaBieHHOM u  noauMmopduoit KT
(npennonaraemas pacrpoctpaneHHocts 1 Ha 10 000). MaentudunupoaHo asa
reHetnueckux tuna KIDKT: nomuHaHTHBIA BapuaHT H3-3a MyTalHUil B TEHE,
KOJUPYIOIIEM TeH perenTtopa kapauaibHoro puanoanHa (RyR2), u penkuii
PELIECCUBHBIM  BapuaHT, BBI3BAHHBIM MyTallM€d B TI€HE KapAUaJIbHOIO
kasbcekBecTpuHa (CASQ2). Mytammuu B reHax TRDN u CALMI1-3 Obuin
BBISIBJICHBI Y ManueHToB ¢ atunudHbiMU popmamu KIDKT. Ognako B HacTosiee
BpEMsI HESICHO, SIBJIIFOTCA JIM OHU OT/ACJIbHBIMU apUTMUYECKUMU CUHIPOMAaMH.

Knunnueckue mnposinenus KIDKT 00bIYHO mNposIBASIOTCS B IEPBOE
JECATUIICTHE KU3HU, U BBI3BAHBI (DM3MUECKOM aKTUBHOCTHIO MU SMOIIMOHAIBHBIM
ctpeccoM. Y GonbimHcTBa nanueHToB ¢ KIDKT 9KI™ u OxoKI' B mpenenax HOpMBL.
Tem He MeHee, y HEKOTOPBIX MalMEHTOB HAOJIOJAIOTCS JIETKUE OTKJIOHEHHUS Ha
OKT', Takue kak cuHycoBasi Opaaukapaus W BbipakeHHble BoiaHBI U. Tect Ha
(bu3MUeCcKyl0 Harpy3Ky SIBJIsI€TCS HamOoJiee BaKHBIM JMATHOCTHYECKUM TECTOM,
MTOCKOJIbKY OH BBISIBJISIET OTJIWYUTENbHBIC JBYHAIIPABICHHYIO WM MOJIUMOPGHYIO
XT, uro 1 moMoraeT yCTaHOBUTh 1uarto3 (puc. 42).

HezaBucuMbiMH  TpOrHOCTHYECKUMHU — (aKTOpamMu  JJIsi  apUTMHUYECKHUX

coObrtuii B cimyuae KIDKT siBnsitoTcst BeIsSIBIICHHE 32a001€BAaHUS B IETCKOM BO3pacTe,
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OTCYTCTBHE Tepanuu [-agpeHOo0JIOKaTOpaMu M IEPCUCTUPYIOIINE CIIOXKHbBIE
aputmMuu. llepas nuuus tepanuu KIDKT Bkmowaer HecenekTuBHble [3-
anpeHo0oKaTopbl (0€3 BHYTPEHHEH CHMIIATOMUMETHYECKON AaKTUBHOCTH) H
Moau(puKamio o0pasa JKU3HU C OTPaHUYCHHEM (PU3UUECKHUX HArpy30K.
6.5. CuHAPOM paHHell penoJIAPU3ALNH KeJTYA0UYKOB

CunapoM panHel penonsgpuzanuu xenynoukoB (CPPX) nuarnoctupyercs y
nanueHToB, peannMupoBaHHbIX nocie KT wmm @K 6e3 kakux-nmubo 3adoneBaHuit
cepana, u npu Haymumn Ha OKI marrepna panmneit pernonsipuzanuu (ITPP).
[Tpusnaku I1PP: mogbem Touku J >1 MM B >2 coCeIHMX HIKHHX W/HIH OOKOBBIX

orBeaenusx JDKI (puc. 45).

-~ ] e | e | P | AP~ —
. ] e S A N — C ~———

\ 1 J A\ | £ \ ~ ~

\,

Pucynok 45. DKI-nammepnu panneii penonsapuzayuu i#eiyooukos

Takum 00pazom, Ieraecoo0pa3HO pa3iauvaTh MOHSATUS «MaTTEPH paHHEH
penonspuzaunn» Ha OKI' U cMHAPOM paHHEN penoysipU3aluy KEITyJI0YKOB, IO
aHajioruu ¢ cuaapomoM u peromenom WPW. Brpouem, Takasi Touka 3peHUs HE
ABJIIETCS] OOMIENPUHATOM, U B OonbIIMHCTBE NMyOnukauuid noHstus [IPP u CPPXK
HE pPa3JeIsAoTCA.

[IPP wyame Bcero sBiseTcs AOOPOKAYECTBEHHBIM MPU3HAKOM: €T0
pacmnpoCTPaHEHHOCTh COTJIaCHO MyOJMKAIUSIM cocTaBiisieT 5,8% y B3pOCIBIX H
Yale BCTPEYAeTCsl y MOJIOJBIX MYXYUMH U CHOPTCMEHOB. Tem He meHee, [IPP
YpE3MEPHO MPEACTABIIEH Y POJACTBEHHUKOB NManeHToB ¢ BCC 1 BBIKUBIIMX MOCIIE
OCTaHOBKHM CEpLA.

Huarnoctuyeckass  3(PGEKTUBHOCTh W TOJIE3HOCTh  TEHETHYECKOTO
TECTUPOBAHUS HEBENWKHU. bpum mpemnoxensl npuzHaku OKI' BBICOKOro pucka,
NOBBIIIAIOIINE BEpOATHOCTh pa3BuTusi CPPXK: BblpakeHHble J-BOJHBI >2 MM,
JMHAMUYecKkue u3MeHeHus BbicOoThl Touku J (0,1 MB) u J-BonHBI, CBsi3aHHBIE C
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rOpU30HTANBHBIM WM HUcCXomsAmuM cermeHToM ST. 1o mensmienn mepe y 40%
naieHToB ¢ CPPX u mnepenecennoit @)X nHabOmogaroTcss B MOCIETYOIIEM
peunauBel xu3Heyrpoxaomuil JKA; npuuem 27% cTpagaroT OT MHOKECTBEHHBIX
nu3040B. JlaHHbIE M cTpaTU(UKALMU PHUCKAa NAUUMEHTOB C IOJO3PEHUEM Ha
CPPX 0e3 mpeniiecTByroneid OCTAaHOBKU CepAlla OTCYTCTBYIOT. Y MalMEHTOB C
[IPP u HeoOBsicHUMBIM OOMOpPOKOM pabouas rpynmna EBporeiickoro o6iiecTsa
KAapJUOJIOTOB PEKOMEHAYET PACCMOTPETh BO3MOXKHOCTh MMILJIAHTAL[UHU TETIEBOTO
perucrpaTopa cCepJIe4HOro puTMa.

B cornacutensHOM JOKYMEHTE MO CHHAPOMAaM BOJHBI J JJI AMArHOCTUKH
CPPX, mo anHamormm ¢ cuHIpoMOM bpyraga, mnpeaimaraercsi Tak Ha3blBacMas
manxaickas mkana (tadu. 7). [IpuHIMO OIEHKH CXOJIEH C TeM, YTO MPUMEHSETCA
npu cuHapome bpyrana.

Tabauya 7. llanxaiickas wkana ona ouaenocmuxu CPPXK

Mapamerp Ouenka,
0aJLIbI
|. Knuaunueckas kaptuna:*
A. HeoObsicHMMast ocTaHOBKaA cepAla, JokyMeHTupoBanHas OX unu 3
noniumopduas XKT;
B. ITono3penue Ha apurmuueckoe cuakone; AKXKII 2
C. CuHKOII? HEICHOTO MEXaHU3Ma/HESICHOM 3THOIOTUU 1

I1. KT B 12 oTBeneHusAX:*

A. PP >0,2 MB B >2 HmxHuX n/vim 00koBbIX oTBeaeHusx DKI ¢
TOPU30HTANEHBIM/HUCXOIAIIUM ceTMeHTOM ST; 2
B. Jlunamuueckue n3zMeHeHus noabema touku J (=0,1 MB) B
>? HWKHUX H/HIH O00KOBBIX OoTBeaeHUIX DKI'; 15
C. Ilonwvem Touku J >0,1 MB 1o MeHb11€l Mepe B 2 HUOKHUX W/WIN
00KxoBEIX oTBeAcHMAX DKI 1

I1l. AMOGynaropHoe MmonuTopupoBanue IKI':
A. J)KOC ¢ KOpOTKHUM MHTEpPBAJIOM CLEIUIeHUS ¢ R Ha BOCXOJIsIIEM KOJIeHe 2
WJIN TIMKE BOJHBI T

IV. Cemeiinblil aHamMHE3!

A. PonctBennuku ¢ ycranoBineHHbIM CPPXX;

B. >2 poncreennuka nepsoit muauu ¢ KT -narrepHom ILA;
C. PoncreBennuk | muunm ¢ OKI'-nmarreprom ILA;

= NN

D. Heo6wsicnumas BCC B Bo3pacte <45 neT y poJICTBEHHUKOB IIEpBOM MK 0,5
BTOPOU JIMHUU

V. Pe3ynbTaT reHeTHYecKoro TeCTUPOBAHUS
A. Bo3MorkHas maToreHHasi MyTalus reHa, Bocrpuumunsoro k CPPX 0,5

Ounenka no mkaJje (Tpedyercst mo menbuieid mepe 1 IKI'-kpurepuii):
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>5 GayuioB: BeposTHbIH/ onpeaeneHubiii CPPXX
3—4,5 oamna: Bo3moxusiii CPPX
<3 6aJJI0B: OTCYTCTBHE JIMarHO3a

Ipumeuanue: OIK — pubpunnsyus sxcenyoouxos; KT — scenyoouxosas maxuxapous; PP
— panusaa penoaspuzayus, KIC — ocenyooukosas sxempacucmonusi, CPPXK — cunopom
panHetl penoaapusayuu dxcenyoouxkos, BCC — enezannas cepoeunas cmepmos, * — yuumovieaemcs
MAKCUMANIbHAS OYEHKA MOTIbKO 3a OOUH NYHKM.

6.6. ApUTMOreHHasi KapIMOMHUONATHS / TUCTIIA3HS MPABOT0 JKeJIYy0YKA

AKIIK — 3ab6oneBanue, yamie HacleICTBEHHOE, KOTOPOE XapaKTepU3yeTcs
(GuOpPO3HO-KUPOBBIM  3aMEIICHUEM MHOKapAa MPEHMYIIECTBEHHO IPaBOTO
xenynouka (I1DK). Knuandecku manudectupyer HapylleHUSIMA pUTMa cepilla B
BUJIE KEITYJOYKOBOW OSKCTPACHCTONMH, MPABOKEIYJOUYKOBOM  TaxXUKapIuH,
GuOpMIIIALNN KEITYJOUYKOB C BBICOKMM PHUCKOM BHE3aITHOM CEpIECYHOM CMEpTH
(BCC) y nuir mostoioro Bo3pacTa.

AKIDX kak 3a0osieBaHK€ BIEPBbIE OMUCAHO T'PYIIION Y4eHbIX BO DpaHIINH
Bo ri1aBe ¢ G. Fontaine B 1977r., KOTopbie BIIEpBBIC COMIOCTABUIIN JAHHBIC OUOTICHH,
AHAOKAPJIUAIBHOTO 3JIEKTPO(U3HUOIOTUYECKOTO HCCIAEAOBAHUS M KIMHUYECKYIO
KapTUHY 3a0osneBaHud. Tak OHM Ha3BajdM 3a00J€BaHUE, BBISIBUBILEECS y TPYIIIbI
NAlMEHTOB, CTPaJaBUIMX PE3UCTEHTHOM K  MEIMKaMEHTO3HOM  Tepamnuu
x)enynoukoBoit Taxukapauen (OKT) 6e3 sBHOU cepieuHO-COCYyAUCTON NaTOJIOTHH.

Pacnipoctpanennocts AKIDK Mano u3ydeHa B CBS3U C MaJOCUMIITOMHBIM
TeYeHueM 00JIe3HU. 3a4acTyIo MepBbIM MposiBiieHHeM 3a0osieBanus ciaykut BCC Ha
¢done pusnyeckoro ycunus. B cBs3u ¢ atum o pacripoctpanenHoctd AKITK moxHO
CYJUTh 10 ayTOIICUMHBIM JJAHHBIM, IIOJIy4€HHBIM IIpU aHanuze cTpykrypsl BCC. O
pacpoCTpaHEHHOCTH 3a00JIeBaHUS B TMOMYJSLMU OTACIbHBIX PETHOHOB MOXHO
CYIUTh MO MHOTOYMCIIEHHBIM HCCIIEJOBAaHUSAM, MPOBOAUBIIMMCS B KOHIE XX —
Hayane XXI B. B CeBepHoii Utanmuu u Ha rpedeckoM octpoBe Hakcoc. Tak, mo
nanueiM  G. Thiene 2007 r., pacnpoctpaneHHocth AKIDK B urampsHckoit
npoBuHIMK Beneto Bapbupyet ot 1:2500 mo 1:5000.

ITo nanueiMm M. W. Norman, W. J. McKenna, yactora 3a001eBaHus B 001I1eH

nonyJsiiiuu coctapisget 1:5000. Yarie 60€r0T My>KUYUHBI MOJIOJIOTO BO3pacTa.
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Ha puc. 45 npoaeMoOHCTpUpOBaHbI pe3yJabTaThl AyTOICHUU MOJIOAOTO

MY>K4YMHBI, YMEPILErO0 BHE3AIHO.

Pucynox 45. Pezynemamui aymoncuu 39-1emHne20 Mysdcuunbl, ymepuieco He3anHto.
Ipumeyanue: Myosicuuna umeem OmsaeOWEHHbIN CeMEUHbI AHAMHe3 BHe3anHolU cmepmu (08a
bpama ymepau 6He3anHo) U CLONHCHYIO apummuio. A: nonepeunvlil cpe3 cepoya, NoKa3bl8aowull
BLIPANCEHHYIO HCUPOBYIO UHPUILMPAYUIO CB0O0OHOU CIEHKU NPpago2o xcenyoouxa (IDK) u noumu
HOPMAbHble JIe8blll HCeNy0oueK U MedcxHcenryooukosas nepecopooka. b: eucmonozuueckuii
CHUMOK c680000n01 cmenku [DK, nokazviearowuii ampoguio Muoxapoa u MaccusHoe 3ameujeHue
GDuUOPO3HO-HCUPOBOTI MKAHBIO.

AKIIX xapakrepusyercst Kak 3a001€BaHUE KIIETOYHBIX KOHTAKTOB, 8 HUMEHHO
O€JIKOB, BXOISIIIINX B COCTaB IECMOCOM. JIeCMOCOMBI HAXOATCS B TKAHAX, KOTOPbHIE
VCOBITHIBAIOT MEXAHWUYECKUE HArpy3KH: 3TO B IIEPBYK0 OYEpelb MHUOKapA H
AIUJIEPMHUC.

CTpyKTypHbIE H3MEHEHHSI MOTYT MOpaXkaTh KakK MpaBblid, TaK U JEBbII

KEITYI0UCK, TAK)KE U3BECTHBI OMBEHTPUKYJISIPHBIE (POPMBI.

Knunuxa, kpumepuu ouacnocmuxu, ouggepenyuanvHuli OUacHo3

[lepBbie muarHocTuueckwe kputepuu Obutn chopmupoBanbsl McKenna c
coaBT. B 1994r. Cpenu HuX OBUIM BBIJICJICHBl TaK Ha3bIBa€MbIe «OOJIBIINE» U
«manbien kputepun AKIDK. Tlo3anee 3Tu KpuTepuu ObLIM yCOBEPUIEHCTBOBAHBI U
nononaHeHbl. [Ipy W3MeHEeHnH KpUTEPUEB IUATHOCTUKHM OB COXPAaHEH MOAXO,
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KJIACCU(ULIMPYIOMUN CTPYKTYpHBbIe, TucTosiorudeckue, OKI', apurmuueckue u
TEHETUYECKNE OCOOCHHOCTH 3a00JI€BaHUS B KAaueCTBE OCHOBHBIX (OOJBINX) H
BTOPOCTENEHHBIX (MaJIbIX) KpUTEepUeB. BbIJIO yCTaHOBIIEHO, YTO TOYHBIN JHAarHO3
AKIDX nomxeH ObITh yCTAHOBIICH WJIM TIPU HAJTUYHH JIBYX «OOJIBIIINX)» KPUTEPHUEB,
WM OJTHOTO «OOJIBIIIOTO» U JBYX «MAJIBIX), WU YETHIPEX «MAJIBIX» U3 Pa3IAIHBIX
rpynn (tabmura 7).

Tabnuya 7. Kpumepuu ouacnocmuxu AKIDK no kpumepusam 1994 u 201022.

Kpumepuu ouazcnocmurxu AKIIK Kpumepuu ouacnocmuxu AK//[IIZK
1994 200a (McKenna W.J. u coasm.) 2010 z00a (Marcus F.1. et al.)
|. I'100anbHAs WK pernoHAJbLHAS TUCPYHKIUS U CTPYKTYPHbIE U3MEHEeHUsT ™
bonvuiue C nomomb10 2D-Ix0
- 3HaUNTEeNbHAs OUIATalUsd U CHIDKEHHE | ~ Pervonapnass axkuHe3us, JUCKHHE3US WU

aHeBpU3Ma.
/| 1 u3 CIIETYIOIINX KpUTEpUEB
(MO31HEANACTONNYECKHUX ):

— PLAX RVOT > 32 MM (KOppUTHPOBaHHBIN K
aKMHE3UM MM AUCKUHE3HH  C | pasyepy Tena [PLAX/BSA] > 19 mm/mm?).

@B DK 0e3 win ¢ He3HAUYUTEIbHBIMU
nsmenenusgsmu JDOK.
- JlokanpHbie aneBpu3mbl [DK (yuacTku

JIMACTONMYECKMM BBIOYXaHUEM). — PSAX RVOT > 36 MM (KOpperupoBaHHBIA K
- 3HaunTENbHAS cermenTapHast | pasmepy tena [PSAX/BSA] > 21 mm/mMm?).
nunartamus [DK. — wd (ppaKkMOHHOE U3MEHEHUE TIOIIA U

<33%.

C nomombro MPT

- Peruonapnas akuHe3Wsi WIM JUCKUHE3US WIH
JUCCUHXPOHU3M cokpatuenus [DK.

- U 1 u3 cnenyromux KpUTEPHUEB:

— OTHOLIEHHE KOHEYHO-AMACTOINYECKOro oobemMa
DK x momaan mosepxHoctu Tena (BSA) >110
mL/m? (mysxunss) wix >100 mL/m? (KeHIIHHEI).
—umu @B ITK < 40%.

C nomombro anruorpapun ILK:

- Peruonapnass akuHe3Ws, IUCKUHE3US I
anespusma [DK.

C nomombio 2D-9x0

Manwvie - PeruonapHnasi akuHe3us WU AUCKUHE3US.

- y/4 1 u3 CIEAYIOIIUX KpPUTEPUEB
(O3 1HETMACTOTMYECKUX ):

- PLAX RVOT 229 MM 1o <32 wMM

- YMepeHHas TJIOOaibHAs IUJIATAIAS
IDK  w/wmmun  cHmwxenne OB npu

HopManbHOM JDK. (xoppurupoBanHbIid K pazmepy Tena [PLAX/BSA]
- VYMepeHHas cermMeHTapHas juiaranus | >16 mo 19 mm/mm?).
ITK. —PSAX RVOT 232 no <36 MM (KOppUTHMpOBaHHBIN

K pasmepy Tena [PSAX/BSA] >18 mo <21 mm/mMm?).
— niH GppakIMoOHHOE H3MEHeHue romann >33% a0
<40%.

- Pernonapnas runokunesns [DK.
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C nomomsr0o MPT

- Permonapnas akuHe3Ws WM JTUCKWHE3US WIU
nuccuHXponn3Mm cokparienus [DK.

- U 1 u3 cinenyromux KpUTEpHUEB:

— OTHoOIlIEHHE KOHEYHO-AHACTOJIMYECKOT0 00beMa
K x momaau nosepxuoctu Tena (BSA) >100 no
<110 mL/m? (myxunnsl) wam >90 g0 <100 mL/m?
(’KEeHILUHBI).

—wmwm OB IDK >40% no <45%.

II. XapakTepucTHKA TKAHU CTEHKH

bonvuue
OuOPO3HO-KHPOBOE

3aMelleHue
Muokapaa npu OMb.

Manwvie

- Ocratounble KapauoOMHOIUTEI <60% mnpu
MOpP(HOMETPUIECKOM aHajiause (i
npennonoxureabHo  <50%) ¢ @uOpo3HBIM

3aMenieHueM cBoOonHOM ctenkn Muokapaa IDK B
>1 obpa3sue, ¢ uiu 0e3 )KUPOBOTO 3aMELICHUs TKAaHU
npu OMBb.

- Ocrarounsle kapauomuouutsl 60%-70% npu
MOP(POMETPUUECKOM aHajmM3e (vm
npeanonoxureibHo - 50%-65%) ¢ pubpo3HbM
3aMeleHueM cBoOomHOM cTeHkr Muokapaa [IK B
>1 obpasiie, ¢ uan 6€3 )KUPOBOTO 3aMEIICHUS TKAaH!
npu OMB.

II1. U3meHeHus penoJsipu3anuu

boavwmue

Manwvie

- HuBepcusa T-BomHbI B B IIpPaBbIX
NPEeKOpIUaIbHBIX oTBeneHusXx (V2 u
V3) y mnamuentoB >12 gmer npu
OTCYTCTBHH

WNHBepTrpoBaHHble BOJAHBI T B IpaBbIX
npekopananbueix otBeAeHusx (V1, V2 u V3) u
HIDKE y TalueHToB >14 ner, mpu OTCYTCTBUU
nojiaou Onokans! [THIIT >120 mcek.

- IHBepTHpOBaHHBIE BOJIHBI B OTBEACHUAX V1, V2
y ManueHToB >14 sieT (mpu OTCYTCTBUHM MOJIHOM
omokanel [THIIT) umu B V4, V5, V6.

- laBepTHpOBaHHbBIE BOJHBI B OTBeAeHUAX V1, V2,
V3 u V4 y naniuentos >14 ner, npu Hanu4uu

omokaner [THIIT

noyion omokans! [THIIT .

IV. U3meHenns aenoJisipu3anumn/mpoBe

TeHUA

Bonvwue
Bomsb!

SICUJIOH WM YBEIWYEHUE
mtenabHocTH Komruiekca QRS (>110
B

MCEK) MPaBbIX MPEKOPAUATBHBIX

orBeacHusx (V1- V3).

Manwvie
- HOS)IHI/IG IIOTCHIINAJIbI )KCJ'Iy,)IO'—IKOB
(CY-DKTI)

OICHIIOH BOJIHA (BOCTIpOM3BOIUMBIE
HHU3KOAMIUIUTYIHBIE CUTHAJIBI MEXKy KOHIIOM QRS
KOMILUIEKCa JI0 Hayaja BOJHBI 1) B MpPaBbIX
npexopanaibHbIX oTBeieHusx (V1-V3).

- Ilozguue norenmmansl npu CY-OKI' >1 w3z 3
apaMeTpoB B OTCYTCTBHUE MPOJOHKUTEIBHOCTH
QRS >110 mcek npu
cranaaptHoi OKI'.
[IponoKUTENBbHOCTh

¢unsTpoBanHoro QRS

(fQRS) >114 mcek.
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- IIpomomxurensHocTh TepMuHANIBHOTO QRS <40
pV  (IpoAOMKUTENBHOCTh  HU3KOAMIUIUTYAHOTO
curHana) >38 Mcek.

- CpelHEeKBapaTUUHbIA BOJIbTAXX TEPMHUHAIBHOTO
QRS <20 pV.

- IIpoaomkUTENBPHOCTh TEPMUHAIIBHON AKTUBALUU
QRS >55 mcek, uamMepeHHas OT 3a3yOpHHBI S BOJIHBI
1o okoHvanus QRS, Bxkmowas R’ B V1, V2 unu V3
nipu otcyrcTBUM nosiHou BITHIIT .

JIHIIT
(ycrotiumBass u Heycroituuas) (KT,
XM 3KT', puznyeckas HarpysKa).

- Yacras KEIyJOYKOBasI

akctpacucronmus (>1000 3a 24 wyaca)
(XM DKTI).

- XT mno tumy Onokajsl

V. Apurmuu

bonvuiue
- HeycroiiuuBas wnmm  ycroitumBas KT ¢
mopdonorueit BJIHIIT u otknonenuem D0C BBepx
(oTpuLIaTENBHBIN WIIH
neonpenenenubiii QRS B otBenenusx I, Il u AVF
1 TIOJIOXKUTENBHBIN B OTBeIeHnH aVL).

Manwvie

- HeycroituuBas wim ycroiumBas KT ¢
koHpurypamuerr XT Beixomnoro tpakrta 1K, c
mopdonorueit BJIHIIT u otkinonenuem 90C BHU3
(monmoxkurenbubii QRS B otBenenusx I, Il u AVF
U OTpHUIATEeNbHBIA B oOTBeneHuu aVL) wm
HEONPEIEICHHON OCH.

- bonee 500 >kenygouKOBBIX 3KCTpAacHCTON 3a 24
yaca npu (XM OKI).

V1. CeMmeliHbIN aHAMHE3

Bbonvuiue

- HacnencrBeHHBIN XapakTep
MaTOJIOTUH, TOATBEPKACHHBIN JTaHHBIMU
ayTOIICUU WJIY TIPU OIIEPALIUH.

Manvie
- Cemennpni amamHe3 BC vy
POIACTBEHHUKOB <35 aerT c

npeanonaraemoit AKIDK.

- JlaHHBIE CEMENHOT0 aHaMHe3a
(KIMHUYECKUH TMarHo3, OCHOBaHHbBIN Ha
HACTOSIIUX KPUTEPHUSIX).

- AKIDK, moarBepXkaeHHas IO CYyLIECTBYIOILIHUM
KPUTEPUSM Y POJICTBEHHUKOB NEPBOM JIMHUU.

- AKIDX, MOATBEPKICHHAs
[AaTOJIOTOAHATOMUYECKH  TMpPU  ayTONCUU  WIH
oIrepanuy y poACTBEHHUKOB I1IEPBOi INHUMU.

- HWnpentudukanuss mMaToIOTUYECKON  MyTalMH
aCCOLMMPOBAHHOMN WIH BO3MOJKHO
accounnpoBanHoit ¢ AKIDK npu oOcnenoBanuu
MAIUEHTA.

- Anamue3 AKIDK y poacTBEeHHUMKOB IEPBOM JTMHUH,
OJIHAKO HEBO3MOXKHO TPAKTUYECKU YCTAHOBHTb,
OTBEYAET JIU OH HACTOSIIUM KPUTEPUSIM.

- Cemelinbiil anamHe3 BC y poaCTBEHHHKOB NIEPBOU
auHuK <35 net ¢ npeanonaraemo AKIDK.

- AKIDK, TOATBEPKICHHAS
[IaTOJIOTOAHATOMUYECKH MU IO CYILECTBYIOIINM
KPUTEPUSIM Y POJICTBEHHUKOB BTOPOIl JINHUU.

Ipumeuanue: PLAX (parasternal long-axis VIiew) — uzobpadicenue no napacmepHaibHoul
onunnot ocu, BSA (body surface area) — niowaowe nosepxnocmu mena, PSAX (parasternal short-
axis view) — uzobpaoicenue no napacmepuaibHol kopomkou ocu, IMB — sHoomuoxapouanvHas
ouoncus, MPT — macnumopesonancuas momoepagus, IIHIII" — npasas nosicka nyuxa I'uca, 116
—noanas 6noxada, CY-OKI — cuenan ycpeonennas sanekmpoxapouozpamma, KT — ocenyoouxosas
maxuxapous, XM OKI" — xonmeposckoe monumopuposarnue sniekmpoxapouocpammol, AKITDK —
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apummoeeHHas Kapouomuonamusi npaeozo ocenyoouka, BC — eneszannas cmepmo, 20C —
NEKMPUYECcKas 0cb cepoya.

Juaenos no kpumepusim 1994 200a cmasumces no nanuuuro 2 bonrvwux unu 1 60rvwo2o +2 manwix
Kpumepues uiu 4 mManvix Kpumepues u3z paziuunvix epynn. Juaenosz no kpumepusam 2010 2o0a
cmasumcsi no Hanuuuio 2 oonvwux unu I 6orvwoeo +2 manvlx Kpumepues uiu 4 Mmanvlx
Kpumepues u3 paziuunvlx epynn. Iloepanuunsiii ouaenos: 1 6orvwon u 1 manvii uiu 3 manvix
Kpumepusi U3 paziudHulx Kame2opuil. BozmodicHwlll ouasnos: 1 6oabuon unu 2 Maivlx Kpumepust
U3 pa3TUYHBIX KAmMe2opull.

* — 6 pykosoocmee 2010 200a e2unokunezus He 6KIIOUEHA 8 IMOM U Opy2ue Kpumepuu
onpeoeneHus pecUOHAPHOU NAMOI02UU OBUNCEHUSL CINEHKU.

Ilamonozcuueckas mymayus — smo usmenenue /{HK, accoyuuposannoe c AKIDK, komopoe
uUsMeHsiem uiu nPeonooACUMeNbHO UsMeHssem Kooupyemviii 6enrok. Ona Habarwodaemcs peoxko uiu
He Habnooaemcs 806ce 8 OOILUOU KOHMPOAbHOU nonyasiyuonnou epynne auy 6e3 AKIDK. Ona
uUsMeHsem Ulu NpeonoNONHCUMENbHO UBMEHsAem CMpYKmypy uiu @Qyukyuro Oenxa u
O0eMOHCmpupyem cés3b ¢ (heHomunom 3abonesanus y npooanoa. Haubonee nonnvie ancopummol
npomorxonoe IKI, IxoKI, MPT, cuenan-ycpeonennoii IKI oanwvl na http://arvd.org/

Pucynox 46. OKI-, MPT- u cucmonoeuueckue ocobeHHOCMU nayueHma ¢ npeodnaoaruum
nesvim munom AKIDK, ceazannoii ¢ oepexkmom eena DSP.

Ipumeyanue: Ha DKI' 6uonbl HU3KUUl 601bMANC 8 OMBEOCHUSX OM KOHeuHOocmel U
cenaxcennvie 3yoyvt T 6 HudcHe-O0kosbix omeedenusx (A). Hzobpasxcenus MPT ¢
KOHmpacmuposauuem no OaunHou ocu (B) u xopomxoti ocu (C), noxaszviearowue HOpMAibHbL
pasmep NOJOCMU JIeB020 JHCENYOOUKA U CYOINUKAPOUATIbHOE HAKONIeHUue 2adoauHus (oenvie
cmpenku), ekadaruiee c60O00HYI0 CMEHK) 1188020 JHCely0oUKa (NpAMOY20ibHAs 001ACmb) U
nepe2opooxy, om 0asanbHOU 00 anukaibHou obaacmet. Iucmonoeuueckoe ucciredosanue
HOKA3a10 QuUOPO3HO-JCUPOBOE 3aMeujeHue MUoKapoa, sampazugarouee cyo3nuKapouanIbHulil
ciou JDK (mpuxpommoe nammuo Xatioenxauna) (D), KpynHvim niaHom 0emanu3uposaHvl
ocmamoyHvle MUOYUmMsl, BHeOpeHHbvle 8 YuopPo3HYI0 U dcuposyto mxans (E).

AKIDK - apummocennas xapouomuonamusi npasozo wcenyoouka;, MPT —macnumo-
pesonancHas momozpaghus cepoya;, DSP = 2en decmonnaxkuna.
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Pa3BuTne  reHEeTHYECKMX  HUCCICIOBAaHHMH,  ayTONCHUHBIE  HCCIICTOBAHUS,
YICCIICZIOBAaHUST KOPPEISIIMM TeHOTUIIOB M Bce Oosiee MIMpoKoe ucroib3oBanne MPT ¢
KOHTPACTHBIM YCHUJIEHUEM MPUBEIU K NOHMUMAaHUIO, 4TO (PUOPO3HO-)KMPOBOE 3aMEILECHUE
MHOKap/ia TIPEICTaBIsIeT COOOH OTIUYUTEIbHYI0 (EHOTUIHYECKYI0 OCOOCHHOCTh
3a00JIeBaHUs, MOPAXKAIOMIET0 MHOKApI OOOMX JKENYIOYKOB, C MOPAXKECHHUEM JIEBOTO
KEeJTyI0uKa, KOTOPOE MOXKET OBITh MapajuIeIbHbIM MM TPEBBIIATh TSHKECTh OPAKECHHS
IPABOTO KENyA04YKa. DTO IPUBEIO K HOBOMY TEPMUHY “‘apUTMOT€HHAsI KAPAUOMUONIATHS
(AKM), koTopBIii MIpeACTaBIsAeT COOO0M IBOIIOIMIO MTepBoHaYanbHOTO TepMuHa AKIDK.

Ha pucynke 46 npeacraiieH kiinHudeckuii npumep namnrenta ¢ AKM ¢ OKI', MPT-
Y TUCTOJIOTHYECKUMH ITpru3HakaMu AKM.

YcranoBiaeHo, uro AKM sBisieTcss TEHETUYECKHM 3a00J€BaHUEM C
ayTOCOMHO-JJOMUHAHTHBIM HACJEJOBAHUEM, XOTS CYLIECTBYIOT pPEIECCUBHBIC
(bopMBbI, KOTOPBIE CBSA3aHBI C KOKHBIM (heHOTUIIOM. | eHeThuuecKre Bapuauu ObLIu
OoOHapy>KeHbI B JIECMOCOMax, KOTOphIE OTBEYAIOT 3a CBSI3bIBAHUE KIJIETOK. BbLIO
UJEHTU(ULIMPOBAHO CEMb I€HOB, KOTOpbIE accouuupoBanbl ¢ AKM: miakorinoOux
(JUP), necmorutakun (DSP), mmaxkodpummun-2 (PKP2), necmornenn-2 (DSG2),
necmokoiunH-2 (DSC2), tpancdopmupyrommii ¢akrop pocra 6eta-3 (TGFB3), u
mytaimn TMEM4320 B RYR2, konupyromemM puaHOIMHOBBIN perenTop, ObLIU
3apeructpupoBanbl kak nojarun AKIDK ¢ 3aMeTHBIM OTCYTCTBHEM CTPYKTYPHOTO
3a0oneBanus 10K, HO ¢ (pubOpo3HO-kUpOBBIM 3amelienneM muonuToB DK npu
TMCTONATOJIOTHYECKOM HCCIIETOBAHUH.

Mexnaynaponnas Pabouas rpymma skcrmeptoB Bo rmaBe ¢ Corrado D.
YCOBEPIIECHCTBOBAJa KPUTEPUU JIUATHOCTUKU BCErO CHEKTpa (PEHOTUMUYECKHUX
BapuantoB AKM u npemnoxuna “Tlagyanckue kpurepun’, KOTOPble OCHOBAHBI Ha
nuarnoctudeckoMm moaxone k AKM, koropseiii paspabateiBaiics Oosiee 30 et
MYJIbTUAUCUUIUIMHAPHOW KOMaHAOW (yHIaMEHTadbHBIX HCCIIEeIOBaTelIe U
KIIMHUYECKUX KapauoiaoroB MenunuHCKoW wKOJel YHuBepcurera [lagywm.
«ITanyaHckue KpUTEpUU» SBISIOTCS paboyell OCHOBOM IS YIIYYIICHHS
nuarHoctukn AKM myTemM BBEIEHUST HOBBIX JIMATHOCTUYECKUX KPUTEPUEB,
KAaCaroUMXCs PE3YyJIbTATOB ONPEICIICHUS XapPAKTEPUCTUK TKaHEW ¢ momoIisio MPT

C KOHTPACTHUpPOBAaHUEM, aHOMAIMM nenoispusaunuu/penongpuszanun Ha OKI u
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NpPU3HAKaX JKENyIOYKOBBIX AapUTMUM JJii JIMarHOCTHKU (DEHOTUIIA JIEBOTO
xKenynouka. Tem He MeHee NOAYEPKUBAETCS, 4YTO MPEAJIOKEHHbIC KPUTEPUU
HY)KJIAIOTCST B JaJIbHEWIIed BalWJalMd B XoJe OyIymHX KIMHUYECKHX
WCCJICIOBAHUM HA OOJIBIITUX KOTOPTaX MaIlieHTOB.

Hosoe onpeoenenue 3abonesanus « Apummocennas KapoOuoMuonamusiy

“ApUTMOT€HHAs KapAUOMHUOIATUA B HACTOAIIEE BpPEMs ONMPEACIACTCS KaK
2eHemuyeckoe 3aboiesanue cepoeyHol mvluiysl, Komopoe nopaxcaem DK, JDK unu
oba oicenyoouka, Haubojee OMAUYUMENbHOU (EeHOMUNUYECKOU 0COOEHHOCMbIO
Komopozo sAensiemcsi pybey 6 muokapoe (¢hubpoznoe unu @Guopo3Ho-dHCUpPoBoe
3amewjeHue Muokapoa), Jnexcawuii. 8 OCHoge 2100ANbHOU U/UMU PecUOHANbHOU
OUCHYHKYUU JHCeLYOOUKO8 U NPedpacnoa2arwull K NOMeHYUaIbHO cMepmeibHbIM
PYOYOBLIM HCETYOOUKOBLIM APUMMUAM, HE3ABUCUMO OM MAHNCECHb CUCTNOTUYECKOU
Ouc@YHKYUU HCelyOOUKO8.

B To BpeMa kak mnOpwiarateibHOE “apUTMHUYHBIA ~ OTHOCHTCS K
HecnenupUuecKkoMy HUCXOAy KaxJoro 3a0oJieBaHUsl CepJilla, MPOSBISIOMIETOCS
HapylIeHUsIMH pUTMa M TPOBOJAMMOCTH, MpPHIIAraTelbHOE ‘“‘apUTMOTEHHBIN
(cyddukc -genic B COOTBETCTBHH C €TI0 ITUMOJIOTHEH OT JPEBHETPEUSCKOTO - YEVIG
O3HayaeT ‘“‘UMEIONINI TEHJICHIINIO BBI3bIBATH APUTMUM) SIBJIAETCS CHEU(PUUHBIM
JUTst 3a00JIeBaHMsl M 0003HAYAET OTIUYUTENIbHYIO CKIOHHOCTH K aputmusim. AKM
MPUBOJUT K pa3BUTHIO JKA, 4TO SBISETCS KIMHUYECKUM OTPAXKEHUEM JICKAIIIETO B
OCHOBE  (hUOPO3HO-)KUPOBOTO  3aMEIICHUS MHOKapJa, KOTOPOE  SBISICTCS
MaTOJOTUYECKUM MPU3HAKOM 3a00JICBAHUS.

Texymas kinaccupuxanus AKM Bxirouaer ciemyronue (GEeHOTUITHUECKUE
BapPUAHTHI:

1. Bapuant “momuHaHTHO-TIpaBblii”, T.e. kiaccuueckuid penorun AKIDK,
XapaKTEPHUIYIOIIUIICS MpenMyIIieCTBEHHBIM nopakenrem [ 1K, 6e3 kakux-mmbdo uim
HE3HAUUTENIbHBIX aHoMmanuu JIK;

2. Bapuant “OuMBEHTPUKYJISIpHOM  OOJE€3HW”,  XapaKTEPHUIYIOUIUIICS

napayuienbHbiM nopaxenneM [ DK u JDK; u
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3. Bapuant “JOMHMHAHTHO-JEBOCTOPOHHHMI“  (Takke  Ha3bIBa€MbIU
“apUTMOreHHAas KapIMOMHOIIATHS JIEBOTO KEITYT0UKa; AKJLK”),
XapaKTepU3yIOIIHICsS MpeuMyIiecTBEHHBIM nopaxenuem JIK, 6e3 kakux-11odo uim
HE3HAuUnTeNbHbIX aHoMami [1DK.

HenaBao rpymma sxcnieptoB O6miecta cepaeunoro putMma (HRS) nana Gonee
mpokoe onpeneneHue AKM kak “apUTMOreHHOTO pacCTpONCTBa CepAeHHON
MBIIIIIBI, HE 0OBSICHIEMOTO HIIEMHUEH, TUTIEPTOHUEH MITH 3a00JICBaHUEM KITalTaHOB .
AKM Bkitouaer B ce0s HMIMPOKHI CIEKTP CHUCTEMHBIX (HANpUMEp, CapKOMII03,
aMWIOWUJ03), BOCHAIUTEIBHBIX (HallpUMEp, MHUOKApAWUT), HUHOEKIMOHHBIX
(manmpumep, 0osne3np Yaraca) win renetTudeckux (Hanpumep, necmocomass AKIDK
WIM apUTMOTCHHAs Kapauomuornartus yeBoro skemyaouka (AKJDK), mamun A/C,
¢unamun-C, pocdonamban) paccTporicTBa U 3a00JI€BaHUS HOHHBIX KaHATIOB .

OnHako He Bce eBPOIEUCKUE IKCTIEPTHI COTIIACHBI C TaKOW (HOpMYITUPOBKOH,
T.K. B COOTBETCTBUU C JoKyMeHTOM HRS, oOmmum 3HameHareneM BCeX ATHX
COCTOSIHUHM SIBJISIETCSl “KJIIMHUYECKas KapTHHA C CUMIITOMAMH WIH JIOKYMEHTAIbHO
MOATBEP)KJACHHBIMU ~ TIpU3HAKAMH  GUOPWUISAIMK  TIpeCepauil, HapylIeHUN
npoBoguMocTy u/unn aputmuil IDK w/unu neBoro xemygouka”. B Takom ciydae
“KJIMHAYECKAs] KAapTHUHA apUTMHM HE JaeT MAaTOTCHETHMYECKH W KIWHUYECKHU
npuemsieMoro obocHoBanus s ompenenenns AKM kak Hecnenuduueckon
CYIIHOCTH, KOTOpasi BKJIIOYAeT B ce€0sl pa3sHOOOpa3Hyl0 TpyNMy TeTEePOTreHHBIX
3a00JIeBaHUI CEPJACYHON MBIIIIIHI.

lladyanckue kpumepuu OUa2HOCMUKYU APUMMO2SEHHOU KAPOUOMUONAMUU

[Tono6bHo mnpenpiaymuM OamabHbIM cuctemMaM 1994 u 2010 romoB,
[Tagyanckue KpUTEPUU s JUArHOCTUKU AKM OCHOBAaHBI Ha
MHOTrOMapaMeTpUYeCKOM  IOJXO0JI€, OXBaThbIBalOIIEM  (PYHKIUOHAJIBHBIE W
CTPYKTYpPHbIE aHOMAJIMH KEITYI0YKOB, PE3YJIbTaThl XapakTepucTUKu Tkaneut, IKI -
M3MEHEHHUS ICTNOJIAPU3alliy U PENOJISIPU3ALUN U JKEITyJOUYKOBbIE ApUTMUH, a TAKKE
CEMEMHOE/TeHETUYECKOE MPOUCXOXKICHHUE, KOTOPhIe 00YCIIOBIUBAIOT IPYIITUPOBKY

Ha 6 KaTeropuil.

82



Tabauya 8. Ilaoyanckue kpumepuu ouacnocmuxu AKM

Ilpaswtii Hcenyoouek

Kpumepuu (o6no061€HHBIE Jleevwlit scenyoouex (noeswle
ouazHocmuuecKue Kpumepuu | OUAZHOCMUYecKue Kpumepuu)
2010 200a)
1. Mopdo- o nanubiM IxoKI', MPT unu | Ilo nanabim IxoKI', MPT uau
GyHKIHOHANbHBIe | AHTHOrpaduu: anruorpagmuu:
AHOMAJTHH Bonvwoii kpumepuii bonvuwoti kpumepui
JKETYI0UKOB * PeruonanpHas  akuHe3us, | © [nobGanmpHas cucCTOIMYECKas

NUCKUHE3UsI WM BEIISIYUBAHUE
DK mroc ogHO U3 CIEaYIOMIUX:
- tnobanbHoe pacmmpenue DK
(yBenmuueHue KOHEYHO-
auactoindeckoro oorema 11K B
COOTBETCTBUU C HOPMAJIbHBIMU
3HAYCHUSAMUI IS
BU3YaIH3UPYIOLIETO TeCTa);

- oomas CHCTOJINYECKAs
muchyukus  IDK  (cHmxenue
®B IDDK B COOTBETCTBHHM C
HOPMAaJIbHBIMH 3HAYECHHUSIMH,
CrerupUIHBIMU IS
BU3YaIH3UPYIOIIETO TECTA).

Manuwiii kpumepuu

e  PervonampHas  aKWHE3MUS,
JUCKUHE3Us] WM aHeBpU3Ma
cBoOoaHoM crenku 1K,

mucynkius  JOK  (cHmkenue
®B JDK wim ymeHbllIeHHE
9x0KI rnobanbHON MPOA0IBHOM
nedbopmaruu), ¢ auIaTanuen
JOK umm 6e3 Hee (yBenuueHue
KIO JDK B coorBeTcTBUH C

HOPMAaJIbHBIMU 3HAYCHUSAMH,
crienu(pUIHBIMU IS
BU3YAJIU3UPYIOIIETO TECTa,
BO3pacra, IMoja H IUIOMATH

MIOBEPXHOCTH TEJA).

Manwiii kpumepuu

* PeruonanpHasi THUIIOKHHE3US
JDK wunmm akuHe3us: cBOOOTHOM
crenku JDK, meperopoaxu wninm
TOTO U APYrOro BMECTE.

2. CTpyKTypHBIE
aHOMAJIUH
MHOKapaa

Mo panneiM CE-CMR:
bonvwou kpumepuii

* TpancmypanbHas 3a/epiKKa
rajgoiuHus («stria pattern») B >1
obnactu (obmacreit) IK (Bxog,
BBIXOJ W Bepxylmka B 2-X
OpPTOTOHAJIBHBIX
N300paXeHHsIX).

IHo naHHBIM
JHAOMHOKAPAHAIBHOI
Ononcum (orpaHUYEHHBIE
MOKa3aHusl):

bonvwou kpumepuii

. ®ubpo3Hoe  3amelIeHHE
MHOKapaa B >1o0pasne, ¢ win
0e3 XKHUPOBOH TKaHH.

Mo panneiM CE-CMR:
bonvwou kpumepui

* 3agepxkka ragonuHus B JDK
(«stria pattern») B >1 cermenre
(cermentax) "Bull's Eye" (B 2
OpPTOTOHAJIbHBIX paKypcax)

CcBOOOIHOM CTCHKHU
(cyOnsmukapauambHOM W
CpeIHEMHUOKapIHATILHON ),
MEPETOPOJIKA WM TOTO W
JPyToro

(uckmrouas CeNnTaTbHBINA
nepexo).

3. AHomajuun
penoJisipu3anuu

bonvwou kpumepuii

» UnBeptupoBanusie 3yOusl T B
MPaBbIX TPYAHBIX OTBEICHUAX
(V1, V2 u V3) unu BHE UX Y JIHII,
JIOCTUTTIUX my0epTaTHOTO
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BO3pacTta (B OTCYTCTBHE IMOJIHON
BITHIII).

Manwiii kpumeputi
* nBeptupoBanubie 3yOus T B
orBeAeHusix V1 u V2 y nu,

JOCTUTIITAM my0epTaTHOTO
Bo3pacta (Ipu  OTCYTCTBUU
nostHor BITHIID);

* MuBeptupoBanusie 3yous! T B
V1, V2, V3 u V4 y munp ¢
3aBEpIICHHBIM  MyOepTaTHBIM
pa3BUTHEM IIPU HAJTMYUU [TOJIHON
BITHIIT .

Manwiii kpumeputi
» luBepTupoBanHsie 3yOmsl T B

JEBBIX TPYAHBIX OTBEIACHHUSIX
(V4-V6) (upu  OTCYTCTBHH
nostHou BJIHIIT).

4. Auomajaunu
AenoJIApU3auuu

Manuwiii kpumepuu

* £ BoJHA (BOCIPOHM3BOAMMBIC
CUTHAJIbI HU3KOW aMILTUTY/IbI
MEXTy OKOHUaHHEM KOMILIeKCa
QRS u nauvanom 3ybua T) B
MPaBBIX TPYAHBIX OTBEICHUSIX
(V1-V3).

* JITUTENBHOCTh TEPMHHAIHHOU
aktuBarmu QRS >55  wmc,
U3MEpeHHas OT Haaupa 3yoma S
mo konna QRS, Bkmouas R', B
V1, V2 umu V3 (1ipu oTCYyTCTBUU
nontHoi BITHIIT).

Manwiii kpumepuu

* Hu3kuii BobTaXX KOMILUIEKCOB
QRS (<0,5 MB ot nuka 10 nuka)
B OTBEACHHSIX OT KOHEUYHOCTEU
(Ipu  OTCYTCTBHHM  OXHUPEHUS,
IMQPU3EMBI W
MEePUKAPIUATBHOTO BBIIIOTA)

5. Keaynouxkosbie
apUTMHUH

bonvwou kpumepuii

. Yacrele KEITyT0YKOBBIE
skcTpacuctonbl  (>500 3a 24
yaca),  HEyCcTOHYMBas  WJIH
ycroruuBass KT Mopdonoruu
[TBJIHIIT .

Manwiii kpumeputi

. Yactsle KEIyI0UYKOBBIE
skcTpacucronsl  (>500 3a 24
yaca),  HEyCTOMYMBasT  WIH
ycroituuBas KT ¢ mopdororueit
I[IBJIHIII' ¢ HuwkHEH OCBIO
(«marrepn BTTDK»).

Manwiii kpumeputi

. Yactsle JKEIIyJOUYKOBBIE
skcTpacuctonsl (>500 3a 24 u),
HEYCTOWUYMBAsT WIH YCTONYMBAs
KT ¢ mopdonorueit TIBITHIIT
(ucximrouas  “GacuMKyISIpHBINA
HaTTepH”).

6. CeMmeliHbIi

aHAMHeE3/TeHeTHKA

bonvwou kpumepuii

» luarno3 AKM, coOTBETCTBYIOIIMI TUATHOCTHUECKUM KPUTEPUSIM,
IIOATBEPK/IEH Yy POACTBEHHUKA I1IEPBON JTUHUHU

* Jlnarno3 AKM noarBepskaeH Npu BCKPBITUH WIH XUPYPTUYECKOM
BMEILIATEIbCTBE Y POACTBEHHUKA IIEPBOM JINHUU

* BpiiBieHue maTOreHHOM WJIM BEpPOSITHOM MATOr€HHOM MYTalHuH

AKM y obcnenyeMoro narueHTa
Manwii kpumepuii

* Hanuune AKM B aHamHe3€e y pOJCTBEHHUKA IEPBOM JIMHUU, KOTAA
HEBO3MOXKHO WJIM NPAKTUYECKH HELEeIeco00pa3HO ONpeAesuTh,
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COOTBETCTBYET JIM JMAarHO3 4WIEHa CEMbH JIUArHOCTHYECKUM
KPUTEPUSIM.

* [IpexneBpemMeHHast BHE3amHasi CMepTh (B Bo3pacte a0 35 neT) us3-
3a nono3penust Ha AKM y po/icTBEHHUKA [IEPBOM JTMHUH.

* Jlmarnoz AKM mnoaTBepKIE€H MaTOJIOTMYECKH WU 10
JUATHOCTHYECKUM KPUTEPHUSIM Y POJICTBEHHUKA BTOPOH JIMHUU.

Ipumeuanue: AKM — apummocennas kapouomuonamus; CE-CMR — MPT ¢ nosviuennvim
koumpacmupoganuem;, KO — xoneuno-ouacmoauveckuii oovem, @B — ¢pakyua evibpoca;
BJIHIII — 6n0kaoa nesou noswcku n. Tuca; JDK — neswiit sicenyoouex,; BITHIII — 6aoxaoa npasoii
noocxu n. Tuca; IDK — npaswiii sicenyoouex; BTIDK — 6616001011 omOen npasoco jcenyoouxa.

Ha ocnoBe kpurepues I[lagyn npemioxkena cienyromas JUarHOCTHYECKAs
olieHKa 11l auarHoctuku penotunuueckux BapuantoB AKM. Jluarno3 AKIDK
(ARVC) («1OMHHUpPYIOIIMK  TpaBblii»  BapuUaHT) CTAaBUTCS  IMalMCHTAaM,
ynosiaetrBopsitomuM kputepusm [DK mist «onpeneneHssixy, 1.e. 2 6onpuux, i 1
OonpmION W 2 Manblx, WIK 4 MalblX KPUTEPUEB M3 Pa3HbIX KaTEropuil;
«IOTPaHUYHbII» nuarHo3: 1 Oosbmioi u 1 Mamnelid, uaM 3 MajblX KpUTEpHs U3
pa3Hbix kateropuil. «Bo3moxubiit»y auarHoz AKIDK: 1 Gonbmiodt umum 2 Manbix
KpPUTEpHsI U3 Pa3HbIX KaTeropuii (=1 Mop}odyHKIIMOHATBHOTO U/WIIH CTPYKTYPHOTO
KpUTepusi, OOJIBIIOr0 UM MaJIOT0, HEOOXOAMMOTIO AJIsl KaX/10M CTEIIEHHU IMarHo3a),
pu OTCyTCTBUM nopaxkenus JDK.

Junarsos OINPEIEIEHHOTIO, MIOTPAHUYHOTO WIH BO3MOKHOTO
«OVBEHTPUKYJISIPHOr0» BapuaHTa (T.. BOBJIEUEHHUE OOOMX KEITYJOYKOB) TpeOyeT
Hanuuus >1 MopPoyHKIIMOHAIBHON W/WIIA CTPYKTypHOU aHoManuu kak [DK, Tak
u JOK. Tuarno3 ALVC («10MUHaHTHO-JIEBBII» BApUAHT) CTABUTCS MAIlMEHTaM, Y
KOTOPbIX  HaOJIOJaroTcs  CTPYKTypHble (¢ MOp(}Oo]yHKIMOHATBHBIMU
OTKJIOHEHUsAMH win 0e3 Hux) Hapymenus JDK, a rtaxke mymayus eena,
swizvigaroujeco AKM, npu orcyrctBumn BoBaeueHus 1DK.

Coenacno Knunuueckum pexomenoayuam «Kenyoouxkosvle apummuu.
Buesanunas cepoeunas cmepmo 2020», nanmentam ¢ momospenreM Ha AKIDK
pekomennoBaHo nposeneHne MPT cepaua. Kpome Ttoro, mamweHTtaMm cC
IpeanojgaraéMbIM WM ycTaHoOBJIEHHBIM auarHo3oM AKIDK pekxomennoBaHo
IPOBEJCHHUE TEHETUYECKOro OOCIEAOBAaHUS M KOHCYJNbTALUA MEIUIUHCKOTO

I'CHCTHKA.
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Nnentuduxanus reHeTUYECKOro BapuaHTa BbICOKHX KJIACCOB NAaTONE€HHOCTH
(TaTOTEHHBIN/BEPOSTHO TMATOTEHHBIA) SBISETCS OOJBIIMM JHAarHOCTUYECKUM
KPUTEPHUEM JUIsSI BCEX TUIIOB apPUTMOIECHHON KApJMOMMOIIATHH, a JUJIS ITOCTAaHOBKHU
JIMarHo3a JIEBOXKEIYZAOYKOBOTO BAPHUAHTA APUTMOTCHHOW KapAUOMHONATUHU, KaK
CKa3aHO BbILIE, SIBJISETCS HEOOXOIUMBIM ycioBUEM. (CaMbIM YacThIM THUIIOM
HACJENOBAHMUS ~ APUTMOICHHOW  KapIUOMHONATHM  SABJSIETCS  ayTOCOMHO-
JIOMUHAHTHBIN, HO U3BECTHO HEOOJIBIIIOE YUCIIO U ayTOCOMHO-PEIIECCUBHBIX (DOPM.

Bcem mnamumentam ¢ AKIDK u nanueHTtaM ¢ JIOCTOBEPHBIM JHAarHO30M
aPUTMOTCHHON KAapJIMOMHOIIATHH, TMOCTABJIEHHBIM HAa OCHOBAaHWHM COBPEMEHHBIX
JMarHOCTUYECKUX KPUTEPUEB, PEKOMEHIYETCsI TOMCK MyTaunii B renax PKP2, DSP,
DSG2, DSC2, JUP, TMEMA43, PLN, FLNC, DES, LMNA. B ciydyae BbIsIBICHUS
BAPHUAHTOB C BBICOKUM KJIACCOM IATOT€HHOCTH IPOBEICHHUE KACKAJHOTO CEMENHOTO
CKPUHMHIA, HAIIPABJICHHOI'O Ha BBIABJICHUE DTOM MYTAllUU, PEKOMEHIOBAaHO BCEM
OJIM3KUM POJICTBEHHUKAM, JJa)K€ MPU OTCYTCTBUU Y HUX KIMHUYECKUX MPOSIBICHUN

3a00JI€BaHUA.
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I'maBa 7. 3aganus 1Jig OMeHKH 3HAHUI

7.1. TecTOBBI KOHTPOJIb

1. Kaxue uonnvie moxu gopmupyrom ¢paszy 0 (gpazy ovicmpoii
oenonapuszayuu) NOMeHyuala 0elicmeus KapouoMuoyuma 1ceayooukos?

A. Bxomsmmii Na* tox

B. Bexomsaumit K™ ok

B. Bxomsmmit Ca%t Tok

I'. ITpaBunsHO A 1 B

2. Kakoui uonnwvtii moxk ¢opmupyem paszy 2 nomenyuana oOeucmeus
Kapouomuouuma xceayoouxkoes?

A. Bxomammuit Na™ Tok

b. Bexomsammii K* Tok

B. Bxomstmmuit Ca?* Tok

I'. IlpaBunsao A u b

3. Kakoit mexanuzm oeiicmeus jiexcum 6 0CHO8e pa3eumus yCmoudueou
monomopnoit KT na gpone nocmungpapkmnozo kapouockneposa?

A. AHOMAaJIbHBII aBTOMAaTU3M

b. Puentpun

B. Tpurrepnasi akTHBHOCTb

I'. A unu B.

4. Kakon mexanusm eo3nuknosenusn KT aenasemca naubonee wacmoim 60
eépemsa ocmpoi aszvl ungpapkma muoxkapoa?

A. AHOMAJIbHBIN aBTOMAaTHU3M

b. Puentpu

B. Tpurrepnasi akTHBHOCTb

I"AuB

5. Kakout mexanuszm oeiicmeus aexcum 6 ocnoege /KT muna «nupysm» npu
cunopome yonunennoz2o unmepeana QT7?

A. AHOMAJIbHBIN aBTOMAaTU3M

b. Puentpun
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B. Tpurrepnast akTUBHOCTb

I"Aub

6. Kaxoe 3a001e6anue He omuocumcsa K Kanaionamuam?

A. Cunapom yanuHeHHoro untepsana QT

b. Cunapom kopotkoro uarepsaia QT

B. Karexonamunsprudeckas noaumopdHas >Keay10uKoBask TaXUKapausl

I'. AputmorenHas KapINOMHOIIATHS IPABOTO KEITYT0YKa

7. Ilpuznaxku ycmouuueoii MOHOMOPPHOIL HHce/ly00UK08Ol maAXUKapouu
A. JlnmurensHOCTh Mapokcu3ma 6osee 30 KOMIUIEKCOB

b. InutensHocTh mapokcusma 0osee 30 cekyH

B. YcToltunBocTh K TpeM U 6oJiee aHTUAPUTMHUECKUM IIpenaparam

I'. CrioHTaHHOE MpeKpaleHue

8. C mymauyuen kakozo cena ceazamvt cunopom bpyzaoa u 3-it mun

CUHOpOMa yOnuHeHHo20 unmepeana QT?

A. SCN5A

b. KCNQ1

B. KCNH2

I'. RyR2

9. Umo saenaemca omauuumenvHoM npuzHakom medxcoy IKI-
naAmMmepHOM PAHHEN PEenonapu3auuu U CUHOPOMOM DPAHHEN PenoaApu3aAuul
HCeny0ouKkos?

A. Hannune «3a3yOpeHHOCTH» W/WIIN «CTIaKeHHOCTH» Komiuiekca QRS

b. Hannune cMHKOMANbHBIX COCTOSIHAM IPEATNIONI0KUTEIBHO APUTMOT€HHOU
ATUOJIOTUU

B. OrcyrcrBue nuHamuku cermenTa ST mpu npode ¢ pu3nuecKkoil Harpy3Koi

I'. Tlombem TOukm J >1 MM B >2 COCENHMX HWXXHUX H/WIH OOKOBBIX
orBeaeHusx KT’

10. Ymo omnocumcs K xceny0ouKkoeoul aniopummuu?

A. buremunus

b. Tpuremunus
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B. BcraBouHas ey J0uK0OBast 3KCTpacucToia

I'. IlpaBunsao A 1 b

11. Ilpuznaxom, xapaxkmepuvim 0aa AKIIZK no oanneim IKIT HE
aenaemcs:

A. OrpuniatensHsbie 3yO1sl T B mpeKkopAHaIbHBIX OTBECHUSIX V1-V4

b. Ykopouennsiii komriekc QRS B npaBbix rpyaHbiX oTBeAeHUAX <100 Mcek

B. Kommiekcet QRS npu mapokcuzme KT umMeroT KoHGUTYpaInio MOTHOM
BJIHIIT

I'. Hannuue € - BOJTHBI B MPaBBIX TPYIHBIX OTBeAEHUSIX V1-V3

12.9mo npeocmasneno na oannoii IKI?

I UB: 50 mmic faTa:31.03.2023 ppema:11:30:46 . TioMeHb

avL

avF

V1

v2

V3

v4

Vs

Ve

St

A. CunycoBas Taxukapaus ¢ nojiHou 6ioxanoit JITTHI

b. XKenynoukosas Taxukapaus «torsades de pointes»

B. MonomopdHast xeny104KoBast TaXUKapaus

I'. AuTHApOMHAsA HaIKETYTIOUKOBAsI TaXUKapaus

13. Kakue anamomuueckue oopazosanus mozym 0blmb AHAMOMUYECKUM
cyocmpamom 011 uOUORAMUYEeCcKoll JHeeayo00uKo6oll maxuKapouu:

A. BBIXOHOH TpaKT MPaBOro KeJyJouKka

b. Cunycel BanbcaibBbl
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B. CB0OOHAs CTEHKA MPABOT0 KETyJ0UKa

I'. IlpaBunsao A 1 b

14. Haubonee 6a)cHviM OUACHOCMUYECKUM UCC1E008AHUEM NpU
KamexonamuHiIpZuieckou  noauMop@Hoil  x#cenyo0ouKoeou  maxukapouu
AeNACMCA:

A. AxTHUBHAas opTOCTaTHYECKas mpoda

b. uarHocTuyeckue MPOBOKAIMOHHBIE JICKAPCTBEHHBIE TMPOOBI €
UCITI0JIb30BAaHUEM OJIOKATOPOB HATPUEBBIX KAHAJIOB

B. Ilpo6a ¢ no3upoBaHHON (pU3HUECKOil HArPY3KOH

I'. Crpecc-2xoKI' ¢ peructpanueinn SKI'

15. BCO®H ne umeem cyuiecmeeHH020 OUAZHOCMUYECKO20 3HAUEHUA U 6
cmpamuukayuu pucka npu.

A. AKITK

b. Cunnpom bpyrana

B. Ilepenecennniii UM ¢ nuchynkuueit JOK

I'. CYUQT

16. UYUmo saenaemca Kpumepuem OUAZHOCMUKU HAC1€0CHBEHHO20
CUHOpOMA YOnuHénnoz2o unmepeana QT no oannvim opmocmamuueckoi npoovt?

A. Ilpu nepexojie B BepTUKaIbHOE TOJIOkKEeHHE oTMedaeTcs ypexenue UCC,
TP 3TOM JUTUTEITLHOCTh HHTepBaa QT yamuHseTcs

b. IIpu nepexoze B BepTUKAIBHOE MOJ0XKEHUE oTMeuaercs yuamenue YCC,
P 3TOM JUTUTEITLHOCTh MHTepBasia QT ymMeHbIIaeTCs

B. Ilpu nepexozae B BepTUKAIbHOE NOJIOkKEHUE oTMedaeTcs yyanieHne YCC,
P 3TOM JUTUTETLHOCTh HHTepBasia QT He M3MEHSIETCS WM YBETUINBACTCS

I'. IIpu nepexoae B BEPTUKAIBHOE TOJIOKEHHE oTMeuaercs ypexenne YCC,

P 3TOM JUTUTEILHOCTh HHTepBasia QT He u3mMeHsiercs
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17. Kakue npuznaku iceiy0odykooii mMaxukapouu npeocmasnienvl Ha

OanHou IKT™?
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Ratmens: 03.05.23() O o Euoworx GN3C-9EH
Imarsos:

A. Kommiekebl QRS 1o Ty nostHow 6:10kaast ITHIIT

b. «CnuBHBIE» KOMIUIEKCHI

B. Hanmuuue nmonoit AB - qucconuanmn

I'. Beppo bu B

17. Umo ommuocumcsa K RnpusHakam QacuukyiapHoul xHceayoouKosoil
maxuxkapouu:

A. HacnenctBenHoe 3a0oJieBaHUE, MPOSBISIONICECS  MapOKCU3MaMu
nonumopdHoi wim aByHarnpasieHo KT, compoBoxaaromieecs CUHKOTAILHBIMU
COCTOSIHUSIMH

b. TlapokcuamanbHas SKeJIyJAOYKOBas  TaxWKapaus, OOYCIOBIICHHAs
TPUTTEPHON AKTUBHOCTBIO

B. ®opma MoHOMOpGHON KETyJOUYKOBOW TaXUKApIUU C MEXaHU3MOM
3aIlycKa 1o tuny re-entry

I YckopeHHBIM HWIMOBEHTPUKYJSIPHBIA PUTM, MCTOYHUK KOTOPOTO
PacIioNoKEH B HOKKAX MJIM PA3BETBIICHUSX IMyyka ['nca.

18. Ilpuuunwt 3nauumozo yonunenus unmepeana QT na IKT:
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A. T'unotupeos

b. DnextponuTHbie HapyIEHUS (TUTOKATUEMUS, TUTTOKATBIIUEMUS )

B. Ilpuem antuaputmudeckux npenapatoB |1 kinacca (cotanon, amuogapoH)

I'. Bce oTBETHI BEpHBI

19. K yacmoii »#ceny0ouKkoeoii IKCmpacucmoauu OmHOCUmMcA:

A. Jlons skronuyeckux KomiuiekcoB >10% oOT cokpamieHuil cepjia Io
JAHHBIM XOJITEPOBCKOr0 MOHUTOpUpoBanust DKI

b. Jlonga sKTONMMYECKUX KOMILIEKCOB >15% OT cokpalleHuil cepaia Io
JAHHBIM XOJITEPOBCKOTO MOHUTOpUpOBaHus DKI

B. Yacrora xkemymoukoBbIX 3KcTpacucton >10 B yac Mg MAalMEHTOB C
OCTPBIM HH(PAPKTOM MHOKapia

I'. ITpaBunsHO A 1 B

20. B nopme npoooaxcumenvnocms unmepeana QTc cocmaensem:

A. 330—450 mc s sxxenmuH u 340—450 Mc 119 My>KYUH

b. 350470 mc nia xxenmmH ¥ 330-450 Mc 111 My)K4nAH

B. 340-480 mc nnst xenmuH u 340—460 mMc 11 My>K4uH

I'. 350450 mc nia xenmms ¥ 330-440 mc 111 My)KYHUH

7.2. OTBeThbI K TECTOBBIM M CUTYallUOHHBIM 3aJaHUAM.

1-A;2-B;3-Bb;4-A;5-B;6-1';7-B;8-A;9-5;10-TI;11-b;
12-B;13-T';14-B;15-1';16-B; 17-1';18-1;19-T';20-B
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IIpunoxenue 1

HNHTepHeT-pecypcsl, KAIbKYJIATOPbI
JJISl OLEHKHM PUCKA KU3Heyrpoxaembix aputvuii 1 BCC
- OOHOBISIEMBIN TTEPEUCHD JIEKAPCTBEHHBIX CPEJICTB, BIUSIONIMX HA AITUTEIBHOCTD

untepBana QT: https://crediblemeds.org/

- AxrtyanbHas wuHpopMalus O TOOOYHBIX J(deKTax MeTUKaMEHTO3HBIX

npemapaToB: https://www.drugs.com/)

- IlpenapaTpl, MOBBIIAIOIIME PHUCK KETYTOYKOBBIX APUTMHUM Yy MALUEHTOB C

curapomoM  bpyrama:  http://www.brugadadrugs.org;  Ha pycckoM  si3bIKe:

https://www.brugadadrugs.org/upload-
dir/Drugs%20in%20Brugada%20syndrome%?20letter%20RUSSIAN.pdf

- KaibKyATOp [T OLICHKU MATUJIETHETO PUCKA KUZHECYTPOXKAIOIINX apUTMUI TIPU
JKMII u nartorennoit myranueir LMNA (He BamuaupoBaH Ha POCCUNUCKOU

nomyssiun): https://Imna-risk-vta.fr/

- Kanbkynsarop pucka BCC B Teuenue 5 net (Risk-ICD) npu I'KMII y B3pocibix:
http://doc2do.com/hcm/webHCM.html

- Kanekynsrop pucka BCC y nereii 1-16 ner ¢ 'KMII (BanuaupoBaH Ha BHELIHUX
JAHHBIX, HO HE TPOXOJAWJ BAIUJAIMID HA POCCUMCKON MOMYJISIUN):

https://hcmriskkids.org
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ABTODBI:

I'm3aryauna Tarbsina [IpokonbeBHA — JOKTOP MEIUIIMHCKHUX HAyK, Mpodeccop
y4e0HO-METOANYECKOTO oTJeNa, 3aBEAYIOIINI HAy4YHbIM OTJIEJIOM
WHCTPYMEHTAJIBHBIX ~ METOJIOB  HMCCIEAOBAaHUM, 3aBEAYIOIIMN  OTIAECICHUEM
Hapyumieanii putMma cepana HOMMMUM TroMeHCKOro KapAuOJIOTHYE€CKOTO HAyYHOIO
nenTpa — punmana Tomckoro HUMI]

Tonocuituyk Buxrop BukTOopoBHY — JOKTOp MEIUIIMHCKUX HayK, mpodeccop
y4eOHO-METOAMYECKOrO OT/AENa, BEAYIIMA Hay4YHbId COTPYIHUK Jaboparopuu
uHCTpyMeHTanbHOU AuarHoctukn HOMMMU, Bpau ¢pyHKIMOHATBHON TUATHOCTUKU
oTAeneHusT (YHKIMOHATBHON JUAarHOCTUKH TIOMEHCKOTO KapIuOJIOTHYECKOTO
Hay4qHoro neHnrpa — guinana Tomckoro HUMIL

XopbkoBa Hatanbs HOpbeBHA — KaHIUAAT METUIIMHCKUX HAyK, JOLIEHT y4eOHO-
METOAMYECKOTO OT/EeNa, CTAPIINKA HAy4YHBIM COTPYIHMK OTACIICHUS HApyLICHUU
pUTMa ceplala Hay4HOIo OTAela WHCTPYMEHTAJIbHBIX METONOB MCCIIEIOBAaHUM,
3aBEAYIOIIUI OTAEICHUEM XUPYPIrUUYECKOIO JICYEHU CIIOKHBIX HAPYLICHUW pUTMA
cepila U JNIEKTPOKApAMOCTUMYIAIMK Ne2 THOMEHCKOro KapAuOJIOTHYECKOTO
Hay4qHOro neHnrpa — gunnana Tomckoro HUMIL

Mamapuna AJjiekcanapa BuaguciaBoBHa — MIAAIIMK HAy4YHBIA COTPYIHHUK
OTHEJICHNs HApYUIEHWHA DPUTMa CEpAla HAaydyHOrO OTHAENIa HWHCTPYMEHTAJIBHBIX
METOIOB HCCIIEAOBAaHUW, BPa4-KapAHUOJIOT OTHEIEHUS XUPYPIHUYECKOTO JICUEHUS
CJIOKHBIX HApyLIEHUH pUTMA CepAUa M INIEKTPOKAPAUOCTUMYIAMM Ne2, Bpau
(GYHKUMOHANBHOW JUArHOCTHKU OTHAENEHUS (YHKIUMOHAIBHOW JUArHOCTUKHU
TrOMEHCKOTO KapAMOIOTUYECKOTO HaydHOTo IieHTpa — punnana Tomckoro HUMI
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YyeOHOE u31aHue

[TM3ATYJIMHA Tatesana IIpoxonbeBHa
TOJOCHIYYK Bukrop Bukroposnu
XOPBKOBA Haranss FOpseBHa
MAMAPHHA Anekcanapa BrnagucnaBoBHa

Keyn1oukoBbie HAPYLICHUS PUTMA cepaALa:
MEXaHU3Mbl BOSHUKHOBECHUSA U

COBPEMCHHbBIC MECTO/AbI TNAI'HOCTUKH
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