XKenynoykoBble HapyLlueHuUs
pUTMa N TakTUKa NPoPuUnakTuKu
BHe3arnHou ceppevyHou CMepTu y aeTeu,
onepupoBaHHbLIX MO NOBOAY BPOXAEHHbIX

NOPOKOB cepAaua
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oonbHMUa»



Bpo)xaeHHble U HacneaCTBEeHHbIe
3aboneBaHunsa cepaua, conpsiXkeHHbleé C pUCKOM
BHe3anHou cepaeuyHou cmeptu (BCC)

1. MNepBUYHLIE 3neKTpu4yeckme 3aboneBaHUa MMokKapaa

(cunppom yanuHeHHoro nHtepsana QT, cuHapom bpyraga, katexonammHeMmu4yeckas
XT, nanonatnyeckas ombpunnaumsa xenygovkos v ap.)

2. BpoxageHHble nopoku cepaua (BINC) n coctoaHnsa nocre nx KOppekuuu.

3. Nwemua ( aHomanum pasBUTUS KOPOHAPHbLIX apTepun, BocnanuTenbHble
3aboneBaHUA KOPOHAPHbLIX COCYAOB)

4. Kapgnomuonatun. AputMmoreHHasa gucnnasma cepgua. CUHAPOM HEKOMMAKTHOro
MUOKapAaa

5. Onyxonu cepaua. Ty6epo3Hbin cknepos. FlemoxpomaTtos. Capkongos

6. bone3Hb Pabpu u apyrne oomMeHHble 3aboneBaHns. Henpo-mbiweyHbIe AUCTpochun

7. AMnnouvpos (y 57% naumeHToB; 29% nmetrot Kynsetbl u 18% HeycTonumusyro CBT)

2017 AHA/ACC/HRS Guideline for Management of Patients With Ventricular Arrhythmias
andthe Prevention of Sudden Cardiac Death



Puck BCC y geteun C xenyaouKkoBbIMM
aputMuamm (OKA)

Much concern regarding VA focuses on identifying preventable causes of
SCD. The annual incidence of SCD in most clinically defined subgroups
of pediatric patients is low. Nonselected pediatric populations have
exceptionally low mortality rates (approximately 1-5 deaths per 100,000
patient-years)

PoKyc BHUMaHuUA Bpadya oTHocutenbHo XA cocpepoTaumBaeTcsl Ha
Tom, uTo661 MAEHTUUMLMPOBATL NpeaoTBpPaTUMbIe
npununHbl BCC.

NopoBas yactota BCC B 60nblIMHCTBE KNUHUYECKU onpeaerieHHbIX
noarpynn geten n NOAPOCTKOB ABNIAETCA HU3KOM.
HecenekTupoBaHHble negnaTpuyeckme nonynsauum nMeroT
UCKNIOYNTESIbHO HU3KME NnoKa3aTesniu CMepTHOCTU (NPpUONU3nNTeribHO
1-5 cmepTten Ha 100 000 naumeHTOB-NET).

Pediatric Ventricular Tachycardia Overview of Ventricular Arrhythmias. Updated: Dec, 2015. Mark E
Alexander, MD et al.



BCC y nauneHToB c BI1C

YacTtota BCC B o6wen nonynaumm 6onbHbIX BIC
HeBbicoka (0,09% B roa), HO B LlefIOM BbllUe, YeM
B CONMOCTaBMMOM NO BO3pPacTy KOHTPONbLHOM rpynne.

Puck BCC nporpeccMBHO yBenMYMBaeTCA NOCrie BTOPOro AeCATUNEeTUs
XKU3HMW.

[o cnx nop OoTCYyTCTBYKOT PaHAOMU3UPOBaHHbIE KITMHUYECKUue
nccrieaoBaHUsA, B KOTOPbIX Obl oueHMBanuchb ¢aktopbl pucka BCC nnu
norib3a NepBUYHON ee NPO(PUNAKTUKN Y ITUX NALUEHTOB.

No gaHHLIM peTPOoCNeKTUBHbIX nccnenosaHun, Ha gonto BCC
npuxoautcsa 14-26% oT BCex cMepTen nocne NnepBUYHON XUPYpPruyeckomn
koppekuuu BI1C

Pediatric Ventricular Tachycardia Overview of Ventricular Arrhythmias. Updated: Dec, 2015. Medscape.
Author: Mark E Alexander, MD et al.



BCC y naumeHTOB C BIC

BCC vawle Bcero HactynaeTt B NOKOe, BO3HUKaeT He TONMbLKO npu
KPUTUYECKMNX NOPOKaAX, HO U NPU MEeHee TAXKEeSIou
naTonorvun.

dakTopbl pucka BCC okazanucb TakMmMm Xe, Kak Ana niweMmn4ecKkou
KapanoMuonaTtuu, B TOM YUCTHe 3Nn304bl HagXernyao4KoBou
Taxukapanm, AaucPyHKLUA CUCTEMHOrO UJIU NTIero4YHOro Xenyao4ka v

yAnuHeHne Komnnekca QRS.

HebnaronpusaHbin nporHo3 B nnaHe BCC 3HauntenbHO B 60nbLUen
CTENneHn KoppesimpyeT Co CTeneHbio aurnaTtauum U CHUXKeHUS
chpakuum BbIOpOCa, HEXern YeM C KONM4ecTBOM (MPOLEeHTHOM
NnpeAcTaBNeHHOCTbLIO) XeryaAo04YKOBOWN IKTOMUMN.

2017 AHA/ACC/HRS Guideline for Management of Patients With Ventricular Arrhythmias and
the Prevention of Sudden Cardiac Death



Puck BCC nocne koppekuuu BI1C.
Ponb HapyweHun cpyHkumum J1K
(uvccnegoBaHue 1991 ropa)

A meta-analysis of 39 studies including 4627 patients showed that the
combination of ventricular dysfunction and complex ventricular
ectopy was the primary correlate of late SCD

MeTtaaHanu3 39 nccnegoBaHn, BKNOYaBLUUX
naumeHToOB, NOKa3alsl, YTO KOMOUHaLUUSA Xeslyao4KoOBOU
AanchyHKUumMn n cnoxHou XXA BbICOKO KoppenupoBara C
BCC B oTganeHHOM nocneonepaunoHHOM nepuoae

Garson A Jr.. Ventricular arrhythmias after repair of congenital heart disease: who needs
treatment? Cardiol Young 1991;1:177- 81.



Puck BCC y geten c XA.
Ponb HapyweHun dyHkummn JIXK y neren

Current data suggest that impaired ventricular function and symptoms are
both critical risk factors in identifying those patients in whom ventricular
arrhythmias are more likely to be either a cause of cardiac arrest or marker
of vulnerability. The converse is also true, that for simple heart disease with
good ventricular function, overall mortality rates in adolescence and young
adulthood are very low, in the range of 0.1% per year or lower.

CoBpeMeHHble AaHHble CBUAETEeNbCTBYHOT O TOM, UTO HapyLueHue
(PYHKUMN XKenyaovuKoB ABNAETCA KPUTUYECKUM (paKTOPOM pUCKa Y TexX
naumeHToB, Yy KoTopbix XA ¢ 60onbluien BepOATHOCTbLIO ABNSAETCA Nnbo
NPUYUHOU OCTAHOBKU cepaua, nmoo npeankropom BCC.

BepHo 1 obpaTtHOe yTBepXxaeHue: Ana sabonesaHnn cepaua c
HOpMaribHOMN Xeryao4YkoBou PyHKUMEN odLme nokasarenm
CMEpPTHOCTU B NOAPOCTKOBOM M FOHOLLUECKOM BO3pacTe O4YeHb HU3KM, B
ananasoHe 0,1% B rog vunu Hnxe.

Pediatric Ventricular Tachycardia Overview of Ventricular Arrhythmias Updated: Dec, 2015. Mark E
Alexander, MD et al.



YXenyanoukoBas akcTpacucronusa (XK3)
npu BIMCy nerten

PVCs are seen in as many as two thirds of adolescents and young adults with
moderate-to-severe valvar aortic stenosis or repaired tetralogy of Fallot. PVCs are
also seen in some patients with ventricular septal defects and in patients with
irreparable heart disease, especially those with pulmonary hypertension. In the
absence of symptoms, these findings are best interpreted by understanding the
hemodynamics of the underlying illness.

X3 obHapyxuBarTca y 2/3 noapOCTKOB U MOMOAbIX Nogen ¢ yMepeHHbIM
WUINU BblpaXXeHHbIM CTEHO30M aopTaribHOro KnanaHa Wmnuv onepupoBaHHbIX NO
nosoay Tetpaabl ®anno. XK Takke HabrnoaaeTca y HEKOTOPbIX MaLUMEHTOB C
aedekTaMn MexKkernyao4YkoBOoM Neperopoakm u 'y naumeHToB C
HeonepabenbHbIM BIC, 0cobeHHO ¢ neroyHoun runepreH3sneun. lNpwm
OTCYTCTBMUN CUMITOMOB 3TU pe3ysbTaThbl Slyylle BCEro MHTepnpeTupoBaTh,
NOHMMaA reMmoAMHaAMNKYy OCHOBHOIo 3aborneBaHuUs.

Pediatric Ventricular Tachycardia Overview of Ventricular Arrhythmias Updated: Dec, 2015. Mark E
Alexander, MD et al.



YXenypnoukoBaa Taxukapaua (OKT)
npuv BMNCy nerten

The presence of clinical VT and, in some settings, VT induced during
electrophysiologic testing, may be independent of other hemodynamic defects in
predicting the risk of cardiac arrest and mortality.

Hanunuymne knuHuyeckun saHaummon XXT n, B HeKoTopbix crniydasax, XT,
WHAYUMPOBaAHHON BO BpeMs NpoBeAeHUs UHBa3uBHOIO
ANeKTpohnN3nonorM4ecKkoro uccriefoBaHuUsA, MOXeT ObITb HE3aBUCUMbIM OT
ApPYyrmx remoguHaMmmyeckux oakTopoB NpeaAUKTOPOM B NPOrHO3UpoOBaHUM
pucka octaHoBKMU cepaua u BCC.

Pediatric Ventricular Tachycardia Overview of Ventricular Arrhythmias Updated: Dec, 2015. Mark E
Alexander, MD et al.



BINC, pocToBepHO accoumnpoBaHHble ¢ puckoM BCC B
pe3ysibTaTe XXU3HeYrpoXaeMbliX XeJTyAOUKOBbIX
(1, BO3MOXXHO BHYTpMNpeacepaAHbIX pe-eHTpU)
TaXMapuTMMU B OTAAJIEHHOM NnocneonepaumoHHOM
nepuopae

[aT1b BI1C umetor pokazanHbiii Bbicokmii puck BCC B
OTAAJIEHHOM NnocsieonepauMoHHOM nepuoae:

m Terpaga ®anno

m D- mn L-TpaHcno3uyus MarmcrpasbHbIX COCYyAOB
m AOpTaJibHbIA CTEHO3

s EAMHCTBEHHbIN Xenyaouek

2017 AHA/ACC/HRS Guideline for Management of Patients With Ventricular Arrhythmias and
the Prevention of Sudden Cardiac Death

2018 AHA/ACC Guideline for the Management of Adults With Congenital Heart Disease



BINC, nocroBepHoO accouumpoBaHHble ¢ puckoM BCC B

pe3y/ibTaTe XXU3HeyrpoXaeMbiX XKeJlyAoUKOoBbIX (M, BO3MOXHO
BHYTpMnNpeacepaHbiX pe-eHTpU) TaXxuapuTMMii B OTAAJIEHHOM

nocineonepauMmoHHOM nepuoge

Terpaga ®anno. BobhkuBaeMocTtb Kaxable 10 netr cHMxaeTca Ha 2,5%,
nornb6atot ot BCC. B TeueHme 35 net HabnoaeHns 10% nauymeHTOB UMenm
®In v TN n 11% - ycroinumsyro XKT, 8% - BCC.

TMC. Yepe3 20 net 24% naymeHtoB umenu - ®I u TI, 1% - MNM3T.

NMocne npouenypsbl PoHTEeHa — 40 57% naumeHToB (B 3aBUCMMOCTM OT TUNA
onepauun) nmenu OI nnm TIN.

AHomManua d6wTeinHa. 25% un 6onee nauneHToB umerot WPW-cuHApPOM,
yaile npaBoCTopoHHMEe u MHoXXecTBeHHble AIIN. Bbicok puck ®I1, TI, ABPT,
NM3T. Mo aaHHbIM Legius B et all. (2010) 52% nauueHToB uMmenu CBT, 31%
- cuHapoMm WPW, 10% uMmenu noka3aHua Kk DKC.

Y peten Cc eUHCTBEHHOMN N1eBOW BepxHeun nosoi BeHou — B 50% cny4yaes
BbisiBsieHbl CBT. (Ratnasamy C. et all. 2009).

AopTanbHbIiA CTEHO3
EAMHCTBEHHbIN xenyaouek (orpaHMmuyeHme gns mMmnaadtauum ICD).

2017 AHA/ACC/HRS Guideline for Management of Patients With Ventricular Arrhythmias and
the Prevention of Sudden Cardiac Death

2018 AHA/ACC Guideline for the Management of Adults With Congenital Heart Disease
ACC/AHA/ESC Guidelines for Management of SVA Circulation. 2003;108:1871-1909



Puck BCC y aeteun c BINC c XKA

Relative Death Rates

BCARDIAC
DEATH-NOT
SUDDEN

Incidence 1000/pt-year

AVC COA TOF D-TGA AS

Diagnosis

Pediatric Ventricular Tachycardia Overview of Ventricular Arrhythmias Updated: Dec, 2015. Mark E Alexander,
MD et al.



Oonsa naumeHToB C BIC

...INO prospective randomized clinical trials have been performed to define
either risk factors for SCD or the role of primary prevention therapies.
Therefore, the level of evidence for most recommendations is class C.”

«..HeT npocnekTUBHbIX PaHAOMMU3NPOBAHHbIX KJIMHUYECKUX UCCIefOoBaHUM,
onpeaensowmx paktopbl pucka BCC nnm ponb nepBUUYHbIX METOAOB JIEHEHUS.
Mo3TOMy ypoBeHb AOKA3aTe/IbHOCTU ANA 60/1bLIMHCTBA peKkoMeHaauum — C»

2017 AHA/ACC/HRS Guideline for Management of Patients With Ventricular Arrhythmias and
the Prevention of Sudden Cardiac Death

2018 AHA/ACC Guideline for the Management of Adults With Congenital Heart Disease



XKA n puck BCC y aeten nocne koppexkuuu BINC.
Heob6bsicHMMbIe cuHKkon3 (?)

“Postoperative patients with unexplained syncope should undergo both hemodynamic
and EP evaluation. A high incidence of inducible sustained ventricular arrhythmias has
been reported in syncopal postoperative patients who have complex ventricular ectopy.
In the absence of ventricular dysfunction or symptoms, isolated ventricular ectopy has
minimal prognostic si%nificance, and the risks of antiarrhythmic drug treatment can
exceed any potential benefit. There remain many patients with simple or complex
ventricular ectopy, with vague symptoms, or modest impairment of ventricular function
who require individual judgment regarding the need for evaluation and treatment”

«Ipy HaNNUUN HEO6DBACHUMbIX CUHKOMN3 nocne koppekuumn BIC goMmxHbI
6b1Tb NpoBeaeHbl u OPU, n 30HANMPOBaHME, T.K. €CTb lOKa3aTeNbCTBa
BbICOKOIO PMCKa XXeJlyA0UYKOBbIX apUTMUUA Y 60/1bHbIX, KOTOPbl€ UMEIOT
YKeNnyao4YKOBbIe 3KTONuM ... lIpn HopManbHOW reMoaUMHaAMMUKeE U
M30JIMPOBAaHHOMN YXeNyAO4YKOBOW 3KTONMUN PUCK MMHUMAJIbHDbIN, @ NPpUMEHeHne
AAT MoxeT 6bITb 6051€e OnacHbIM.

OaHako, ocTaeTCca MHOro NaLMeHToB C NMpPoOCTbiM WIN CNNOXXHbLIM
XenyaoykosbiMM 3KTONMUAMMU, C HEonpeaneneHHbiMU Npu3HakaMm Uin C
HEeé3Ha4uTeJibHbIM CHN)XXEHUEM NapaMeTpoB reMoagnHaMUKHN, KOTOpPbIE TpEGYI'OT
nHAMBMAYaJiIbHOIro OGCY)KAEHVISI OTHOCMUTEJIbHO HEOBXOANMOCTH JSIeYeHUs »

2017 AHA/ACC/HRS Guideline for Management of Patients With Ventricular Arrhythmias and
the Prevention of Sudden Cardiac Death

2018 AHA/ACC Guideline for the Management of Adults With Congenital Heart Disease



XXT npu TeTpape ®anno (T®) y neren

Tetralogy of Fallot, the defect most commonly associated with spontaneous or
induced monomorphic VT, the occurrence of VT is strongly associated with
increasing age, increasing age at initial repair, and residual hemodynamic defects.
Management choices are complex and may include drug therapy, ICD therapy,
ablation, or management of residual hemodynamic issues.

TP - BIN1C, npu KOTOpOM 4aLie BCero BbIABIIAKTCA CMTIOHTaHHbIE UIU
nHayuupoBaHHble MOHOMOopdHbIe XT. C Bo3pacToM nx BO3HUKHOBEHMUE
yBeriuuMBaeTCs, YTO CBA3aHO C OCTaTOYHbIMU reMmoguHaMU4Ye€CKUMU
HapyweHnamu. BbliOOp TakTUKM BeAeHUS NaLuNeHTOB CII0XKEH U MOXeT
BKJ1lOUYaTb NleKapCcTBeHHY Tepanuio, UKL, abnauuio nnu nevyeHne
OCTATO4YHbIX reMoAuHaMUN4YeCKUxX npoodnem.

Pediatric Ventricular Tachycardia Overview of Ventricular Arrhythmias Updated: Dec, 2015.
Mark E Alexander, MD et al.



Puck BCC npn TO

Puck BCC B aton nonynsauumu coctaBun 2-3% Ha 10 neTt n Bo3pacTan
B OTA4ANeHHOM rnepuoae nocrie XMpypruieckom Koppekuumm .

Bbino BbifABNeHo MHoro ¢aktopoB pucka BCC, n3 Kotopbix caMbiMU
3HaYMMbIMU OoKa3anucb anutenbHocTb QRS >180 mcek, o6bemMHas
neperpy3ka X, auchyHkumusa JIXK, a Takke KnMHMYeCKas Unu
nHayuupyemas ctoumkas XT.

B peTpocnekTuBHbIX nuccnegoBaHusx acdpdektnsHoctn UK ana
nepBMYHON U BTOPUYHON NPOUIIAKTUKN Y OONbHLIX ¢ TP oTMeyeHa
BbICOKasi YacToTa cpabaTtbiBaHUU ycTpoucTtBa (okono 8-10%ot
obLwero yncna nauveHtoB ¢ UKL).

2017 AHA/ACC/HRS Guideline for Management of Patients With Ventricular Arrhythmias and
the Prevention of Sudden Cardiac Death

2018 AHA/ACC Guideline for the Management of Adults With Congenital Heart Disease



Kak oueHnTb cTeneHb pucka BCC npu TO?

«...Holter monitorinP and exercise testing have also been examined as screening tools with some
degree of correlation between spontaneous ectopy and future VT events, but because ectopy on
ambulatory monitoring is nearly ubiquitous in this population, the positive predictive value is
diluted. Formal ventricular stimulation study can discriminate between high- and low-risk CHD
patients but remains too imperfect and too impractical to be recommended as a general
screening tool. Intracardiac electrophysiology testing is usually reserved for selected patients with
concerning symptoms or Holter findings when VT is suspected but not yet proven. At present,
there is no fgeneraIIy accepted scheme for rhythm surveillance in asymptomatic patients with
tetralogy of Fallot. Some combination of the above tests must be viewed in the context of the
individual patient’s history and general hemodynamic status to guide testing and treatment
decisions whenever symptoms are minimal or absent. Symptoms of palpitations, dizziness, or
unexplained syncope would obviousI?/ heighten the index of suspicion and should trigger a
thorough and prompt diagnostic evaluation, which probably should include formal
electrophysiological testing...»

«...CTeneHb Koppensaumn Mexxay HaJIMunMeM XKenyaouKOBOMN SKTONMUN U
6yaywimMmn XXT HeBenMka, NMOTOMY YTO 3KTONMUM BCTPEYAIOTCH NMOUTU Y
BCeX 3TUX naymeHToB. MHBa3uBHoe O®U nokasaHO nayuMeHTaM, Y KOTOpPbIX
XXT nopo3peBaeTcs, HO elle He AoKa3aHa. B HacTosllee BpeMs, HET
HUKAKOW O6LLEeNnPUHATON cxeMbl HabnraeHnsa y 6eccCMMNTOMHbIX
naumeHToB ¢ TO. KombuHauua BbiLLEYNOMSHYTbIX TECTOB AO/HKHA 6bITb
paccMOTpeHa MHAUBUAYAJIbHO...»

2018 AHA/ACC Guideline for the Management of Adults With Congenital Heart Disease



XenynoukosBblie akTonuu n puck BCC y neren

Kak oLUeHUTb CTeneHb pUcKa U Kak eynTb?

Knacc IIb

= EP testing may be considered for patients with congenital heart
disease and ventricular couplets or NSVT to determine the risk of a
sustained ventricular arrhythmia. (Level of Evidence: C)

lIpoBegenne 3PU Morxer obcy)xgarscs y naymneHTos ¢ BIIC n ¢
IKEJTYAOYKOBBIMM KYIJIETAMU MJTH HEYCTOMYNBOH KT A4/157
OrIpefEesIEHNS] CTEINEHN PUCKa yCcToHYNBOH KT (ypoBeEHb
AokazaHHocTyn C)

Knacc 11l

s Prophylactic antiarrhythmic therapy is not indicated for
asymptomatic patients with congenital heart disease and isolated
PVCs. (Level of Evidence: C)

lpogpmnnaxrnyeckas AAT He rnokazaHa y 6eccuMIITOMHbIX NayneHTOB C
BIIC n n30/1MpoBaHHbIMH XKE/TYJOYKOBbIMH IKCTPACHCTO/IaMH
(ypoBeHrb gokazarHHocru C)

2017 AHA/ACC/HRS Guideline for Management of Patients With Ventricular Arrhythmias and

the Prevention of Sudden Cardiac Death



Puck BCC npu TpaHCno3uuum
MarucrtpanbHbix cocyaoB (TMA)

Y 6onbHbIX ¢ TMA nocne onepauuu npeacepaHoro nepexknrovyenms (no

Macrapay win no CeHHuHry) puck BCC cocrtasnsier npuMmepHo 5% Ha 10
NnerT.

BropuuHaa npodpunaktuka UK pocratouHo 3pdeKTUBHA, TOraa Kak
nepsuyHan npodpunakTuka ¢ UKl y naumeHTOoB C )Xeslya04KOBOMU
AncyHKUMEn He Bceraa onpasaaHa — 4acToTa MOTUBUPOBAHHbIX
cpabaTtbiBann UK1 no noBoay TaxmapmtMmmn cocrtasnset Bcero 0,5% B
roa . B HacTosiLlee BpeMs onepauus npeacepaHoro rnepexkatovyeHus yxe
NPakKTUYECKU He UCNOJIb3YeTCs, U NOTOMY KOJIMYECTBO TaKUX 60/1bHbIX
nocreneHHo YMeHbLUaeTCs.

Pediatric Ventricular Tachycardia Overview of Ventricular Arrhythmias Updated: Dec, 2015. Mark E Alexander,
MD et al.

2017 AHA/ACC/HRS Guideline for Management of Patients With Ventricular Arrhythmias and
the Prevention of Sudden Cardiac Death

2018 AHA/ACC Guideline for the Management of Adults With Congenital Heart Disease



Puck BCC npu BpoXXAeHHOM aopTaJ/ibHOM
CTeHo3e U Yy 60J1bHbIX C eAUHCTBEHHbIM
Xenyao4YKOM

Haanexaulasa Koppekuusi BpoO)XXAeHHOro aoptaJibHoro creHosa (B ToM
yucse y NauMeHTOB C ABYCTBOPYATbIM aOpPTa/ibHbIM KJ1IanNaHOM)
No3BOJISIET CyLEeCTBEHHO CHU3UTb ecTecTBeHHbIit puck BCC u, Hepeako,
OTKA3aTbCA OT aHTMAPUTMUUECKON Tepanum.

Y 60/1bHbIX C €ANHCTBEHHDbIM XXeJIYAA0OUMKOM, NepeHecluMx onepauuio
doHTEeHa, B OTAANIEHHOM nNepuoae MOryT pa3dBMBaTbCA C/I0)XKHbIE
npeacepaHbie Taxukapamm m CH, yacTtoTta KOTOpPbIX NPOrpeccuBHO
yBeJINYMBaeTCcs C BO3pacToM.

BCC Hepeako Habnoaaercsa B 3TOM rpynne naunMeHToB, 4YacToTa
aocturaer 9% npu cpeagHen NpoAo/HKUTENbHOCTM HabnroaeHuuna 12 ner,
HO AOCTOBEpPHbIe NPeANUKTOPbI NOKa He YCTAaHOBJIEHbI.

2017 AHA/ACC/HRS Guideline for Management of Patients With Ventricular Arrhythmias

and
the Prevention of Sudden Cardiac Death

2018 AHA/ACC Guideline for the Management of Adults With Congenital Heart Disease



Cob6cTBeHHble HabnoaeHus
[1Ba pebeHKa, Yy KOTOpbIX He 6b110 NoKa3aHMU HU K EP,HM
K nponnakrmuyecKkon aHTUapuTMUUYECKOU Tepanum inbo
kK UK nornbsam BHe3anHo!

B [lepBbin - yepes 13 neT nocne paankanabHOW KOPPEKLUK
TeTpaabl ®anno, MMeBLWNK NocneonepaunoHHyto MABB,
sHAOKapAananbHyto ctumynsaumio (DDD) 1 oueHb peakue
3N1304bl MOHOMOPMHOM XXENYAOUYKOBON BureMmHmm (Ho, npu
(PM3MYECKON Harpyske).

B Bropou — yepe3 5 net nocne nnactmkn AMXI, pesekuunu
MHDYHANOYNAPHOro CTEHO3a IErOYHOW apTEPUN, OTKPbITOM
NIEro4HOM BanbBYNOMNNaCTUKM, nocneonpeaumoHHon MNMABB Ha
oHe 3hHEKTMBHON PECMHXPOHU3UPYIOLLIEWN TEepanun B
TeYeHne NocneaHnx 2-x NeT, UMEBLUNU PEAKYI0 eANHNYHYIO
X3 noko4.



XXT y Manbuyuka P., 14 ner.
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NHBa3uBHbIE MEeTOoAdbl JieUeHUs U
npodunaktukm BCC y neren

NUMnnaHTauua KapavoBeprTepa-
aedubpunnaTopa

PaagnouyactoTHasi KateTepHasa abnauusa um
Kpnoabnauumsa

J1eBOCTOPOHHAS CUMMNMATIKTOMMUSA

Pe3eKkuuss MMOKapAWaJibHOU ONMYXOJN



NMpuMmeHeHne UK y 60nbHbIX € BINIC

NMpuMmeHenne UK y 6onbHbix € BINC 3a nocneaHve ABa AecaTuneTus
nepewno u3 paspsaa BTOpMYHOU NPpoduNaKTUKU B pa3psa NepBUYHON
npopnNaKTUKM.

PeTpocneKkTUBHbIE€ KOropTHble uccneaoBaHUA NokKasasm, YTo NIOMUMO
XXA, HapyweHue pyHkumm MK nnun JHK TakKke sBnsieTcs 4O0CTOBEPHbIM
¢akTopom pucka BCC y naumeHTOB C pa3nnyuHbiMmu BIIC.

KaTtetepHaa abnauma n xupyprmuyeckoe BMeLlaTeNIbCTBO Y NaLMEHTOB C
NOBTOPHOM CTOMKOM XKXT nocne xupypruueckom koppekumm BIC
ABNAIOTCA a/ibTEPHAaTUBHbIMWU WX AONOJIHUTE/IbHbIMU METOAAMM K
UKA-Tepanuu

2017 AHA/ACC/HRS Guideline for Management of Patients With Ventricular Arrhythmias
and the Prevention of Sudden Cardiac Death

2018 AHA/ACC Guideline for the Management of Adults With Congenital Heart Disease



NMpodunaktnka BCC n neyeHue XA y naumeHToB C
BpoXOaeHHbIMU 3aboneBaHnamu/ BINC

[TaumeHTam, NnepexmsLLMM OCTaHOBKY
cepaua, nocrie AnarHoCTUYeCcKoro noncka

C Lienblo BbISIBIIEHUSA MPUYUHBI U UCKITIOMEHUS
obpaTUMbIX COCTOSIHUW, pEKOMEHAOBaHa
nmnnantaumna UK.

NMmnnanTtauuna UKL pekomeHgoBaHa
nauueHTam c BPOXOEHHbIMU
3abonesaHunamn/BIN1C n cumntoMHon
yctonduson XKT nocne oueHKU COCTOAHUA
remognHamumkn n ON.

Poccuinckun kapguonorunvyeckum xxypHan 2016, 7 (135): 5-86 http://dx.doi.org/10.15829/1560-4071-2016-7-5-86



NMpodunaktnka BCC n neyeHue XA y naumeHToB C
BpoXOaeHHbIMU 3aboneBaHnamu/ BINC

NKL-Tepanna pekomeHaoBaHa
B3POC/IbIM NaumMeHTam ¢ BPpOXAEeHHbIMA
3aboneBaHnamu/BINC npu Hanmunu
0b60ounXx xenyagodkoB u cHmxkeHns OB JIK
<35%, umerowmm cunmtomHyto XCH Il-1lI
OK NYHA, HecMOTpst Ha onTUMarbHYHO
MeONKaMEHTO3HYIO Tepanuto.

MmnnanTtauuo VKL cneayet
paccmarpuBaTb Yy NauneHToB

C BpoXxaeHHbIMK 3aboneBaHnsamn/BI1C

N CUHKOMAarnbHbIMW COCTOSIHUSIMU HESICHOTO
reHesa rnpu Hann4ynmn BblpakeHHom
OUCMYHKLNMN XKeNnyaoyKoB

nnn nHaykumm yctonymson XKT nnm XK

B xoae [NCX

Poccuinckum kapanonorn4ecknm XXypHarn
2016, 7 (135): 5-86
http://dx.doi.org/10.15829/1560-4071-2016-
7-5-86



NMpodunaktnka BCC n neyeHue XA y naumeHToB C
BpoXOaeHHbIMU 3aboneBaHnamu/ BINC

NMmnnanTtauuto VKL cneayet paccmarpumBatb
y OoTAenNbHbIX NauueHToB ¢ TP

N MHOXXECTBEHHbLIMU dpakTopamMm pucka

BCC, Bkntovas gucdyHkumio JIK, HYXKT,
yBenuyeHne anuternbHOCTn nHTepBana QT
>180 mc unu nHaykuuo yctonymsoun XXT mnu
OXK B xoae MNCX.

BuinonHeHne kateTepHom abnaumm
crieqyet paccmarpusaTb NPy CUMMITOMHOM
yctondmnson moHomMmopdoHom XT B KadecTBe
ansTepHaTMBbl MEONKAMEHTO3HOM

Tepanun y naumeHToB C BPOXAEHHbIMU
3aboneBannamn/BINNC n AKL.

Poccuinckum kapanonorn4eckum XXypHarn
2016, 7 (135): 5-86
http://dx.doi.org/10.15829/1560-4071-2016-
7-5-86



NMpodunaktnka BCC n neyeHue XA y naumeHToB C
BpoXOaeHHbIMU 3aboneBaHnamu/ BINC

NKL-Tepanua MoXeT paccMaTpuBaTbCS

Yy NauneHTOoB C BbipaXeHHOW nokKanbHOW

nnn cnctemHou gucdyHkumnen N npu
HafIM4YnMn OONOSTHUTESNbHbLIX PakTOPOB PUCKa,
K npumepy HYXT, XCH II-1ll K NYHA nnu
TXenom cuctemHon AB-peryprutauun.

[MCXK mMoXxeT paccmaTpuBaTbCa A4S
cTpatndukaummn pucka BCC y nauneHToB
c T® npn Hannymmn =1

N3 NpeacTaBfieHHbIX aKkToOpOB puUcka:
ancpyHkumna JDK, HY>XKT nnu ysenndeHune
anuntenbHocTn komnnekca QRS >180 mc.

Poccuinckun kapguonorunvyeckum xxypHan 2016, 7 (135): 5-86 http://dx.doi.org/10.15829/1560-4071-2016-7-5-86



NMpodunaktnka BCC n neyeHue XA y naumeHToB C
BpoXOaeHHbIMU 3aboneBaHnamu/ BINC

Xupypruyeckana abnauuvsa B ycrioBusix
3NeKTpoPU13NOoNorM4ecKoro KapTMpoBaHUA MOXeT
paccMaTpuBaThCA Yy NalueHTOB C BPOXAEHHbIMU
3abonesaHnamun/BI1C, koTopble noaBepraroTcA
OTKPbITOMY KapAUOXUPYPruyecKkomMy BMellaTeribCTBY
U UMEKOT KNMHUYECKN 3HaYnmytro yctonumyro XT v npu
3TOM npeAcTaBnsAeTCA BO3MOXHbIM MHAYLIMPOBaTh
yctonumByro MmoHomMmopchHyro XT ¢ naeHtucdpmkaumen
obrnacTtu KputTn4yeckoro nepetuemnka (critical isthmus).

Poccuinckuin kapguonormnyeckum xypHan 2016, 7 (135): 5-86 http://dx.doi.org/10.15829/1560-4071-2016-7-5-86



NMpodunaktnka BCC n neyeHue XA y naumeHToB C
BpoXOaeHHbIMU 3aboneBaHnamu/ BINC

BbinosiHeHne KaTeTepHou abnauum

W1 Ha3HavyeHue npodunakTuyeckKkon
aHTMaPUTMUYECKOMN Tepanum

He PeKOMEeHO0BaHO NMPU HanNM4uu
peakou KO y aCUMNTOMHbIX NalMeHTOB
C BpoXXAeHHbIMM 3aboneBaHnamu/BI1C
N cTabunbHOM (hyHKLMEN XKenyaoUuKOB.

Poccuickum kapauonornyeckum xxypHan 2016, 7 (135): 5-86 http://dx.doi.org/10.15829/1560-4071-2016-7-5-86



MMmnnaHtaumsa UK y neten

CoBpeMeHHble peKkoMeHAauMM no nokasaHusaM K UKl-tepanuun y
B3POC/ibIX MOryT 6bITb MPUMEHUMbDI U Y AieTEMN.

B oT/inumne oT peKkoMeHAauun ans B3pocnbix 6onbHbIX, Y aeten UK He
npuMmeHsieTca B cnyydyae AIKMIN m BbipaxxeHHOU anchyHkumm JIK B cBA3MN
C Hu3Kkomn yacroron BCC B 3TOM BO3pacTHOM rpynne.

Mpu ncnonnsosaHun UKA-tepanmm ansa nepBMYHON NPodUNaKTUKKN B
AEeTCKOM BO3pacTe, HaCcToTa MOTUBMPOBAHHbIX cpabaTbiBaHUM
koneb6nercsa or 10% Ao 26% npu cpeagHen NPOAOC/HKUTENIbHOCTHU
HabnropaeHnna 2-4 ropa

G B ! | | /
AN el U A U - B S

Heart Rhythm in Cardioversion Normal Heart
Atrial Fibrillation (Shock) Rhythm

TR




[NlokazaHuga gna nmnnaHTaumu
KapanoBepTepa-gaecpudbpunnaTopa npu
Apyrov narornoruu ¢ Bbicokum puckom BCC

1. TKMI1 ¢ daktopom pucka BCC: octaHOBKa cepaua B
aHaMHe3e, nwbas KT, cuHKone, ceMeWHbIX aHaMHe3
BCC, TonwuHa cteHkun JIXK > 30 MM, aHomManbHas
rMNOTOHUA Npu PU3n4YeCcKoUu Harpys3ke.

2. AQMX c dhakTtopomMm pucka: cuHkone, nobas XT, mvHaOyKuusA
XT npun 3PU, annatauua MX, BbipaXeHHble U3MEHEeHUS
cteHKku XK, BoBneyeHue JIXK

3. leHeTu4yeckn peTepMUMHUPOBAHHAA KapavMomMmuonatusa C
ceMeuHbIM aHamMHe3om BCC



MK y neTten mnaguero Bo3pacra

Y netei Mnaawero Bo3pacra Yalle MCnoJsib3yroT oqHOKaMepHble
CUCTEeMbl, YTO6bl N36eXxaTb BEHO3HOU O6CTPYKLUMKM, NEeTNIo 3N1eKTpoaa
OCTaB/IAIOT B NpaBOM npeacepavumn C pacyeToM Ha AaJsibHEMLLMW POCT.

Y pereun nepBoOro roaa XM3Hv U geTen Miagliero Bo3pacra 4OCTaTOYHO
6e3onacHbl U 3ppekTUBHLbI anbTepHaTUBHbIE cucteMmbl UK 6e3
TPAaHCBEHO3HOro AocTyna.

Ana Taknx afibTEPHAaTUBHbIX YCTPOUCTB XapaKTepHo 6onee yacroe
noBbileHue nopora gepmbpunnauum B oTaasIEHHOM

nepuopae, B CBAA3M C YeM Nnocsie MX UMNJIaHTaumMm Heobxoamma
perynsipHasi npoBepka nopora gebnbpunnaumm



OcnoxHenus UK-Ttepanuun y aeten

YacTtoTa nepenoma afneKTpoaoB cocrasnset ot 5,3% no 6,5% B ropa,
npv 3TOM BOo3pacT <8 net u npuMmeHeHue anektTpoaos Fidelis® 6binun
He3aBUCUMbIMU (PaKTOpaMM pUCKa.

YacroTa HeaaekBaTHbIX cpabatbiBaHnn UK ot 17% pno 30% .
Yaule Bcero HeapgekBaTHble cpabaTbiBaHMSA YCTPOMCTBA CBA3aHbl C

CUHYCOBOM TaxXuKapauen, Hag)XenyaouKoBbiIMU apUTMUSAIMU U
runepaertekunen T-BOJIH.



BbiBOAbI:

Mate BIC nmeroT AokasaHHbIN BbiICOKUM puck BCC B otaaneHHoOM
nocreonepauMoHHoOM nepuoge: tetpaga Panno, D-u L-
TpaHcno3numa MC, eAMHCTBEHHbIN Xenyao4YeK U aopTalribHbIU
CTEHO3.

MNaTb rpynn 3aboneBaHnn cepaua MMerOT AoKa3aHHbIU puck BCC B
pectkom Bo3pacte: F'KMI, AQAMXX, kaHanonatun, KAIMXT, onyxonu

cepaua



BbiBOAbI:

doKyC OTHOLUEHMS neamnaTpa K xenyaoukosoun atonun (OK3C m
XXT) pomxeH 6biTb cOCpeaoOTOUYEH Ha peLueHUU 3agaum
npocdunakTukn BCC, a He Ha yCTpaHEeHUe 3KTOMNUUN KaK TaKOBOM.

X3 He sBngeTca AOCTAaTOYHO CaMOCTOoATE/IbHbIM nNpeankTopoMm BCC. Ho, Moxer
SAIBNIATbCA MapKepoM 60ne3HM cepaua, B KOTOPOM «3aJI0)KEeH>» ee PUCK.

AAT (m/vnn PYA) TONIbKO MOXKET YCTPaHUTb 3KTONUIO. PUCK N0604YHbIX 3hpekToB
y pebeHka aomxeH 6bITb NPUHAT BO BHUMAHME.

AAT MOXET NpuMeHATbLCA Npy XKT No NokazaHMAM y MaJIeHbKUX AeTeu, NoKa OHU
He AOCTUIrHYT ornpeaesieHHOW Macchl Tesla u PYA He ctaHeTt 6onee 6e3onacHoOn,
yeM AAT.

AAT MoXxeT npuMeHAaTbCca nNpu XXT y aetei, onepmpoBaHHbIX no nosoay BIC, a
Takke npu mmokapautax, AKMI1, TKMI v apyrnx kapamoMmonaTusax

AAT npuMeHAeTCA B KayecTBe cpeacTBa KOppeKUuUU Npoao/HKUTENIbHOCTHU
nHTepBana QT, YUCC, o6paTHOro Toka Kasiuss nNpy KaHasonaTtusax, gaxe npu
Hannuun UK.



Cnacunbo 3a BHMMaHue!




