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AJNIEKTPODPUSNONOIMMYECKHUE
MEXAHU3Mbl APUTMUIA



da3bl noTeHunana gemncTeus

K*/Cl- (BbIxOA)

Ca* (Bxopn)
1
2 )

Na* (exoz)| [ 0 3

wmnmsau,m)
“ 4

CepaeyHblit NOTEHLUMaN AeNCTBUS OTParXKaeT banaHc
MeXay BXOAALWMM U UCXOAALLUMU MOHHBIMU NOTOKaMM.

K* (sbixon)




[loTeHUMan gencTBma B pa3HbIX OTAeNax cepaua

CUHYCOBbIA
y3en
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oT4en MUOKapaa
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Cardiac Electrophysiology From Cell to Bedside. 6% ed. Edited by Douglas P. Zipes. 2014. 1365 p.



da3a 4: MemMbpaHHbIN NOTeHLKMarn NoKos

Ca’* (exop,

MembpaHHbIV NoTEeHLMAN NOKOS KapanoMNUOLIMTOB
npegcepann 1 XXenyaovykoB OCTAeTCA CTabubHbIM
(npumepHo —85 MB) Bo Bpems anactonel. [pagneHTbl
KOHLIEHTpaLUMN MOHOB MoAdePKXMUBAKOTCS Hacocamm m
obmMeHoM.



da3a 0: beicTpaga genonsapusauus

Ca® (Bxop,

Bo3byxxaoeHne KapanoMmoumToB SfIEKTPUHECKMMN CTUMYTIaMU
COCeQHUX KITETOK.

[Tpy OOCTMXKEHNN YPOBHA MEMBpPaHHOro noteHuunana -65 vB
oTKpbIBatoTCcs Na* kaHarsbl U MPONCXOAUT BblPa)KeHHbIN U
BbbicTpon TOK MOHOB Na* B KNETKY NO 3NEKTPOXUMNYECKOMY

rpagueHTy.



da3a 1: PaHHAa penonapusaungd

bbicTpas penonsapusaunsg memopaHsbl.
MHakTnBmpyetca notok MoHOB Na* B KNETKY U
OOHOBPEMEHHO aKTUBUPYHOTCA MOTOKN NOHOB, B
nepsyto ovepenb K*, 13 knetku.



daza 2: 'lnaTto

Na' (exon)| | O 3
K* (cTabunusaums)

banaHc mexay oenonsapusyrowmm TOKOM B KIETKY
noHoB Ca?*, HebonbLWwMM TokoMm Nat u
penonapmayowmmM TOKOM 13 KNeTkn noHoB K*.
Camaga gnutenbHasa gpasa noteHumana gencTaus.



da3sa 3: [lo3gHasa penonapusaunm

K*/CI" (BbIXOA)

Ca** (Bxopn)

BoccTtaHoBneHne membpaHHOro noteHumana go
3Ha4YeHWUI, COOTBETCTBYHOLLMX COCTOSAHUIO MOKOS.
3amenneHuve Bbixoga MoHoB K+ U3 KNeTKK, BKINOYEHue
MexaHun3Ma BOCCTaHoBMNeHuda 6anaHca noHos K+,
NHakTuBaumsa Toka Ca?+.



da3a 4: BocctaHoBNeHne MemMbpaHHOro
noTeHunana

BkritoueHmne HaTpun-kanmeBoro Hacoca, KoTopbihi obMeHnBaeT
Tpu noHa Na+ Ha gBa noHa K*, HaTpun-KanbLMeBoro Hacoca,
KOTOpbIh 0OMeHnBaeT Tpu noHa Na* Ha oguH noH Ca?*.
YnaneHue BHyTpuknetToyHoro Ca?* ocyllecTBnsercs
KanbuneBbIM HACOCOM LUTOMNNasMaTUYEeCKOro peTuUKynyma.



BrninaHne aHTUapuTMnU4eCcKmnx npenapartoB Ha
noTeHuman JencTBUS

Knacc IV
Bnokatopsl CaZ*
KaHanos
S/ e -/ Knacc Il
Ca’*(Bxop)
Knaccl 1\ Bnokatopbl K*
Bnokartopsbl Na* 2 Kananos
KaHanos /
~ o lo .
Knacc Il
|K+ (CTaGansau,Mﬂ)l “—| Bera-6nokaTopbl
4 4

BOMbLWMHCTBO aHTMapUTMUYECKMX NMpenapaToB MOXHO KriaccudunumposaTth No
Griokmpyowemy JENCTBUSA NMPenMyLLIECTBEHHO Ha HaTpueBble (Na*), kannesble
(K*) unu kanbuuesble (Ca?*) kaHanbl.

AHTMapUTMUyeckoe OenCcTBMeE NnpenapaToB TakKe BKITHOYaeT BNMSHWE Ha
peuenTopbl, aBTOMaTn3M CMHYCOBOIO Yy3Jia, NpoBefeHne, BereTaTuBHYH

dKTUBHOCTb.



Knaccudukaymsa opanbHbIX aHTUapPUTMUYECKUX
npenapatos (Vaughan Williams)

Knacc MpenapaTtbl

1A [MpokanHamuna, XMHUANH, anMarnvH
IB MekcunetTuH, eHNUTOnH
IC [TponadpeHOoH, aTaunsnH, nannakoHNUTUH

Il BeTta-bnokatopbl: aTeHonos1, METONPOSION NPoafeHHbIN

1] AmMunogapoH, cotanon

\Y} AHTaroHMUCTbI Kanbumsa: NpoaneHHble BepanamMmun, AUnTnasem

Apyruve
npenaparbl

PaHonasuH




Knaccudpukauma napeHTepanbHbIX aHTUapUTMUYECKUX
npenapatoB (Vaughan Williams)

Knacc MpenapaTtbl

1A [MpokanHamug
IB JIngokanH
IC [MponadeHoH

Il BeTta-brnokatopbl: METOMNPOOS, NPONPAaHOSIOS, 3CMOJIOJ

1] AMnoagapoH, BepHaKkanaHT, neytunua

\Y AHTaroHUCTbI Kanbuus: Bepanamun, guntuasem

rme .
Apy ApeHo3unH, ATO, kanun, marHesuns
npenaparbl




PedpakTepHble nepunoabl cepaua
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AOGcConTHbIN pedpaKkTepHbIN Nepuoa — MHTepBar, B TEYEHME KOTOPOro
KapaAnoMmounT He cnocobeH reHepnpoBaTb NOBTOPHbLIN MOTEHUMAN AEUCTBUS,
He3aBMCUMO OT CUSbl CTUMYNa



Mcnonb3oBaHne oueHKkM pedpakTepHbIX
nepunoaos

o ONeKTpPodPn3nonormM4ecKkoe nccnegoBaHme.
« Kapouoctumynauus.

« KapguoBepTepbl-0ednbpnnnaTopbi.



InekTpodunsnonormdyeckne MmexaHn3msol
TaxmapuTMmMm n 3KCTPacuUCTonunm

« Reentry (peunnpokHoe, Bo3BpaTHOE BO3OYyXXAEHME).
e JKTOMNMYECKUN (04aroBbi) aBTOMaTU3M.

* TpurrepHasa akTUBHOCTb (NnocTaenonapusauns).



3Ha4YeHNEe MEXaHU3MOB apUTMUI

Bbi6bop meTona nevyeHus

(abnsaunn)

PeUunpoKHble
Taxukapaum

]

OuvaroBble Taxmkapaum

KaTteTepHas abnauus
nyTn reenty

!

KatetepHas abnauus
apuUTMOreHHOro ovara




REENTRY



TepmMmuHonorug

* Reentry, macro reentry, pusHTtpmu.
* PeunnpokHble apuTMun.

* BosBpaTHOe BO3bOYyXaOeHue.



Reentry

« BonHa Bo30y)KaeHus1, pacnpocTpaHsAeTcs Mo 3aMKHYTOMN
netne.

« BHauane anekTpuyeckmm nmnynbsc (3KCTPacucToNMMYecKum
NN CUHYCOBLIN) BCTPEYaET y4acToK briokaabl NpoBeAEHUS
No ogHOMY M3 HanpasEHUMN.

e 3aTem 3TOT MMNYrbCc 06XoAUT HEBO3OYANMMOE NPEnATCTBUNE
1 BO3BpaLlaeTcs Yepes nepBoHadaribHO 6r1I0KMPOBaHHbIN
y4acToK ¢ popMmnpoBaHMEM HENPEPLIBHOIO ABUXEHUSA
nMnynbca No 3aMKHYTOW NeTne v garbHeULWnm
BO30YyXXOeHWeM npeancepauin n XXenynqoykos.



dopmurpoBaHue Bo3byxaeHns reentry

A - bnokapga npoBeaeHusi, b - Bo3BpaT nmnynsca, B - kpyroBoe Bo30yxaeHue.




[Tpn3HaKn peunnpoKHbIX Taxmkapgum

HauunHaloTCca 1 okaH4YMBaKOTCA BHE3AMHO.
Obbl4HO «ObIcTpblie» Taxmkapaun ¢ HCC 140-200 B MUH.

CHOHTaHHbIe 3KCTPAaCUCTOSbI U yYaLLleHUe CUHYCOBOTO
pyTMa NpPOBOLMPYHOT BO3HUKHOBEHNE PELMMPOKHON
Taxnkapaum.

[TpoBOLMPYIOTCA M KYNUPYIOTCA KapaANOCTUMYNSALMEN.



OKI npu peunnpokHOn Taxmkapanm

IKCTPAaCUCTOI1a

/S ot o T o

3anyck peunnpokKHON Taxmkapaum nocrne 3KCTpacucTornbl




3anyck aTPUOBEHTPUKYNIAPHON Y3r10BON PELUMPOKHON
Taxmkapauu npu KapanoctTumynsaumnm

3KCTpaCTVIMyJ'I C NoCcTeneHHo yMmeHbLllIakWwnmMcA
MHTEepBaJsioM cuerJyieHnd 3anyckaet Taxmkapaumto

\ 4

A |
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PeuLnnpokHbIe Taxmukapanu

Hap,x(enyp,oq KOBbIl€ TaXukapamm )Keny.qoq KOBbl€ TaXukapamum

CuHoaTpumanbHasi peuurnpokHas, Yctonymsass MOHOMOpMHagd

XKenyJo4koBas Taxmkapaus,
ATPUOBEHTPUKYNSpHas y3noBas

peunnpokHas, XenyoodkoBasa Taxukapamsa npu
NH(PapKTe MMoKapaa

OpTOAPOMHAgA Taxmkapaus,

aHTUOPOMHas Taxukapaus,

npegcepaHasa peunnpokHas,

TpenetaHne npeacepann TUNNYHOE



Makpo-reentry npy TUNUYHOM
TpeneTaHun npeacepanmn

TpenetaHne npeacepavn sendeTcsa nNpeacepgHou Taxukapaueuw ¢
pacrnpocTpaHeHneM BO30yXaOeHUs1 rno OOonbLIOMY Kpyry reentry BOKpyr
KPYMNHbIX aHaTOMNUYeCKNX obpa3oBaHM NO OAHOMY NYTH.



KateTtepHaga abnsaumsi npyu TUNMYHOM
TpeneTaHun npeacepanmn

MecTo abnauun

4

[Tpn TUNM4YHOM TpeneTaHuu npeacepaun (I Tmna) katetepHaa abnsauus
npoBoanTCA B 0briactn nepellenka (30Hbl Mexay YCTbeM HUXXHEN NOrion
BEHbI M KOJIbLIOM TPEXCTBOPYATOrO KrnaraHa).



[lpoBegeHne MMNynbLCOB NPU aTPUOBEHTPUKYNSPHOU
Y3r10BOW peLUnpOKHON Taxukapanm

A MNpeacepansa MNpeacepaus B MNpeacepaus

slow - fast fast - slow slow - slow

B 6onblunHcTBe criyyaes npu AB y3noBon peumnpoKHOM Taxnkapamm
NMNYIbC UOET aHTEPOrpagHo rno «MeaneHHoOMY» NyTu N peTporpagHo
No «ObLICTPOMY» NYTW.



KateTtepHaga abnaums npu aTpmoBEHTPUKYITAPHON
Y3I10BOM PELUMNPOKHON Taxnkapouu

lpeaceppus

MepnneHHblid BoicTpblii
nyTb (slow) nyTe (fast)

R

MecTo abnauun

2

vy

slow - fast

KateTepHaga abnaums - cambii 9P @PEKTUBHBIN METO, NEYEHUSA
aTPUOBEHTPUKYIIAPHON Y3NOBOWN PELMNPOKHON Taxukapanm



PeunnpokHbie Taxukapann npu cuHgpome
Bonbda-llapkmHcoHa-YaunTa

« OpToapoMHas: pacrnpocTpaHeHne nMnynbca peTporpagHo
Mo JOMOMHUTENbHOMY NYTU, aHTEpPOrpaaHo no
aTPUOBEHTPUKYNAPHOMY Y3ny.

« AHTUAPOMHAA: pacnpocTpaHeHNe NMMyIbca PETPorpagHo
Mo aTPUOBEHTPUKYINAPHOMY Y3y, aHTEPOrpagHo no
OOMNONTHUTENBHOMY MYTMW.

« lMpenBo36yXaeHHanA: pacnpocTpaHeHne nMnynbca no
AOMONHUTENbHBIM NYTAM.



[lpoBegeHne MMNynbLCOB NPU CUMHOPOME
Bonbda-l1apkmHcoHa-YaunTa

CVHYCOBBIN pUTM MpenBo3dyxaeHHas HXT

ABY B ly| An ABY 2 | A |y| anz

ZBN N

OptogpomHaa HXT AHTnagpomHasa HXT

ABY 2 A an ABY An

2N /X



SKTOMNYECKN ABTOMATU3M



ABTOMaTNYECKUX (BKTOMUYECKNN) MEXAHU3M

* ApuTmmnsa obycnosrieHa aHOMaribHOW
aBTOMaTNU4YeCKON aKTUBHOCTbIO MUOLIUTOB,
aHanorM4Hon nencMeunkepHbIM KneTkam
CUHYCOBOIO U aTPUOBEHTPUKYNAPHOrO y3na.



[Ipn3HaKkmM aBTOMaTUYECKMX TaxmKkaponu

 [locTeneHHOe Ha4yalno n OKOH4YaHue.

* OObIYHO «MegneHHbley» Taxmkapaum ¢ YHCC 110-150 B
MWH, 6€e3 HapyLIeHNN reMogNHaMUNKMN.



OKI npmn aBToMaTnyeckon npeacepaHon
Taxukapauu

Hauvarno npegcepaHon Taxukapanm

PR RARRNAR N}

[locTeneHHoe Ha4Yano U OKoH4YaHne anu3oaa



ABTOMAaTUYECKME Taxnukapanu

Hap,x(enyp,oq KOBbIl€ TaXukapamm )Keny.qoq KOBbl€ TaXukapamum

[NpencepaHas o4arosas, XenynoukoBas Taxukapaus B
npeacepaHas NonuMTonHas, nepBble MUHYTbI-2 4 MHdapKTa
Mnokapaa

TpeneTtaHne npeacepanu
aTUNnUyHoe,

dTPUOBEHTPUKYIIAPHaAA o4aroBa4,

TaxmMkapamn nNpu Hapko3se



NOCTAENONAPUSALNA



TpUrrepHbln MEXaHN3M

* Aputmusa obycroerieHa crieaoBbiMu
ocuMnnAUuMsaMmn TpaHCcMeMbpaHHOro noTeHumnana
OOCTaTOMHOW MHTEHCUBHOCTU NOCIIE MPOXOXAEHMUS

BOJTHbI BO30YXXOEHMUA.



3anycKk TPUrrepHon Taxmkapgmn

MoTeHuWan oencTBus

Cnepoeas AenonApuzaumnAa

¥

—,

AN AN

\

U

\

CnepoBas AenonsipuzauunAa JOoCTUraeT nopora



[Tpn3HaKM TPUIrepHbIX Taxnukapgnm

 [locTeneHHOe Ha4yalno n OKOH4YaHue.

* BbI30B 1 KynnpoBaHne npu KapanocTUMynsaumm (Xyxe, 4em
PELMMNPOKHBLIX).

* HeycTtonumsbin U peungmnBMpyOLLIUA XapakTep.



TpurrepHble Taxmkapguu

Hagxenyao4ykoBble TaxmMkapaum Xenyago4ykoBble Taxmkapaum

[ MnKo3naHbIE TaxnapuTMmnm [iByHanpasneHHo-
BepeTeHoobpa3Has Xxenyao4koBas

TaxXxnKkapaum4,

KaTexoJlaMnH3aBUCnMas
XenyaodkoBad Taxmkapana



MOJIEKYJITAPHbBIE
MEXAHU3Mbl APUTMUIA



NNOHHbIe KaHanbl

* VloHHblEe KaHanbl NpeacTaBnaoT cobon
nopoobpasyrwme memobpaHHble BeNKN, KOTopble
MacCUBHO PEryrnmpyroT NOTOK MOHOB MO
SNEKTPOXMMNYECKOMY rPaNEHTY Yepes
MeMOpaHy.

* VOHHblEe KaHanbl NPUCYTCTBYOT Ha BCEX
MeMbpaHaXx KIeTOK U BHYTPUKITETOUHbIX OpraHesns
(24p0, MUTOXOHAPUN, aHOOMNIa3MaTUYECKNN
PETUKYIYM).



Knaccudumkauuma kaHanos no Hambonee
CUNbHOMY MPOHMKAKOLLEMY UOHY

-HaTpueBble.

Kanuessble.

Kanbunesble.

XINOpPHbIe.



MonekynsipHas CTPyKTypa HaTpMeBoro
KNEeTOYHOro KaHana

Benok kaHana

BopoTa

Boussy T, et al. Genetic basis of ventricular arrhythmias. Heart Fail Clin. 2010;6:249-26



MonekynsapHasi CTpyKTypa KanmeBblX
KNETOYHbIX KaHarnoB

[MoTeHUMan-3aBUCUMbIe BoccTaHaBnnBatowme [ByXnopoBkle

Cardiac Electrophysiology From Cell to Bedside. 6% ed. Edited by Douglas P. Zipes. 2014. 1365 p.



(DyHKLI,l/IOHI/IpOBaHI/Ie NMOHHbIX KaHaJ10B

* [lepexon n3 CoOCTOSAHUA MOKOSA (3aKpbITOro) B OTKPbITOE
COCTOSAHME Ha3blBaeTCA akTUBaUMEN.

* [locre OoTKpbITUS KaHarbl CO BPEMEHEM MNOABEPratoTCS
KOHJOOpMaLMOHHOMY nepexoay B yCTONYMBOE
HenpoBogsiLee (MHaAaKTUBNPOBAHHOE) COCTOSAHME.

* WMHaKkTuBMpOBaHHbLIE KaHamnbl HE CMIOCOOHLI MOBTOPHO
OTKPbIBATbCA U OOSMKHbLI NPOMNTU NMPOLECC BOCCTAaHOBIIEHUS
Unn peakTueaunum obpaTtHO B COCTOSAHUE MOKOS, YTOObI
BOCCTAHOBUTb CMOCOOHOCTb OTKPbIBATbLCA.



[TpUYMHBI OTKPbLITUS/3aKPbITUS KaHarNoB

IameHeHne rpagneHTa HanpsXXeHns nnasmaTnyeckou
MeMOpaHHbI.

XUMUYeCKoe BELLECTBO — aHTUapUTMUYECKUN npenapar.

MexaHunyeckoe Harpsa>XeHne — pactaxXxeHne, JaBJieHUne,
cMeLlleHne.



KAHATTIOMNATUA



[ eHeTn4eckmne mytauumn, cesa3aHHble ¢ AUCPYHKLNeEN
MOHHbIX KaHaNoB U XXenyao4yKkoBbIMU apUTMUAMMU

m AputmMmnyeckme cuHapombl (cpeHoTUN)

KCNQ1

KanveBble KCNH2

KCNJ2
HatpueBble SCN5A

SCNSA

KanbuueBble

CACNA1C

YannHeHHbin nHtepsan QT (LQT1)
Kopotkun nHtepsan QT (SQT2)

YannHeHHbin nHtepsan QT (LQT2)
Kopotkun nHtepsan QT (SQT1)

YonuHeHHbin nHtepsan QT (LQT7)
KopoTtkuin nHtepsan QT (SQT3)
KaTtexonamuHepruyeckasa nonumopdHaa XXT (CPVT3)

YonvHeHHbIn nHtepean QT (LQT3)

PaHHag penonspusaums xxenygoyvkos (ERS6)
Bpyraga (BrS1)

YannHeHHbI nHtepean QT (LQT3)

PaHHaa penonspusaunsa xenynoykos (ERS6)
Bpyraga (BrS1)

YonnHeHHbIn nHtepsan QT (LQTS8)

KopoTtkuin nHtepsan QT (SQT4)

PaHHaa penonspusauus xxenynodkoB (ERS2)
Bpyraga (BrS3)



CBs13b reHeTUYeCKnx aHoManum, AUCAYHKL MU KaHanos,
N3MEHEHNS NoTeHumana AencTBUA U XXNU3HeonacHbIX apuTMni

LQTS

CACNACT
(A

SQTS

LQTS SCN5A

P ©

Brs

S

BrS/SQTS

SQTS

I

LQTS

KCNQT
(i) KENHZ
@ LQTS

| K1
KCNJ2

LQTS — cmnHapom yannHeHHoro nHtepsana QT,
SQT — cmHgpom kopoTkoro uHtepsana QT, BrS — cuHgpom bpyraga

|\ — HaTpueBbIV KaHan, |, — kanueBbIn KaHan , |

Braunwald's Heart Disease: A Textbook of Cardiovascular Medicine, 11th ed. 2019. 2350 p.

, | .,— KanbumeBbIN KaHarm



KaHanonaTtuu

KananonaTtmm obycnosreHbl HapyLLEHNEM
dOYHKLIMOHMPOBAHUA MOHHbIX KaHanoB U1 0ernkos,
perynmpyrowmx nx paboTy, 1 OTBETCTBEHHbI 3a OOSIBLUMHCTBO
cly4YaeB BHe3anHou cepaeyHon CMepTn, He CBA3aHHOU CO
CTPYKTYPHbIMW 3aboneBaHnaAMU cepaua.



Buobl kaHanonatum

CuHapom yannHeHHoro nHtepsana QT
CuHapom KopoTkoro nHtepsana QT

CuHgpom bpyraga

KatexonamuHepruyeckas nonnmopdHaga KT
CuHOPOM paHHeN penonsapusaummn Xenygo4ykos

Maononatnyeckaa pmbpunnaums Xenyoodukos



CuHApOM yanuHeHHoro nHtepsana QT

U

Heyctonumneas XXT npu cmHapome yanuHeHHoro nHtepeana QT,
obyCcrnoBrieHHOM aMNUo4apOHOM.
NuTepBan QTc = 730 mc, YHCC 50 B MuH.




