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MpuHaaneXHOCT Ha aBTOpuUTe/YneHoBeTe Ha paboTHaTa rpyna: nsép dop 3a aBTopuTe.

'MpepcTaBuTten Ha EBponeiickaTa acourauys 3a neanaTpuyHa u KOHreHnTanHa kapguonorusa (AEPC).

Komwutet Ha ESC 3a Hacoku 3a KNMHMYHa NpaKTuKa (CPG): n36p slp TO.

06wHocTy Ha ESC no nog-cneymanHocTh, y4acTBanu B paspaboTBaHeTo Ha TO3M JOKYMEHT:

Acouymauum: Association for Acute CardioVascular Care (ACVC), Association of Cardiovascular Nursing & Allied Professions (ACNAP), European Association of Cardiovascular Imaging
(EACVI), European Association of Percutaneous Cardiovascular Interventions (EAPCI), European Heart Rhythm Association (EHRA), Heart Failure Association (HFA).

Pa6otHu rpynu: Cardiac Cellular Electrophysiology, Myocardial and Pericardial Diseases.

NaumneHTcku dpopym

CbAbpPKaHMETO Ha T3 NpenopbKK Ha EBponeiickoTo KaparonornyHo apysectso (ESC) e ny6nmKyBaHO camo 3a IMyHa 1 o6pasoBaTesiHa ynotpe6a. He e paspelueHa Tbproscka yrnotpeba.
Huto egHa uyacT ot Mpenopbkute Ha ESC He moxe fa 6bAe NpeBexxaaHa UM Bb3Npori3BeXKAaHa Nnof KakeaTto 1 aa e popma 6e3 nucmeHo paspetieHne Ha ESC. PaspelueHne moxe fa 6bae
nonyyeHo cnefj NoAaBaHe Ha NUCMeHo nckaHe ao Oxford University Press, uspaten Ha European Heart Journal, KakTo v CTpaHaTa, ynbiHOMOLeHa Aa 06paboTBa TakuMBa pa3pelueHns ot
nmeTo Ha ESC (journals.permissions@oup.com).

OTKas oT oTroBopHOCT: [penopbkuTe Ha ESC npeacTaBnaBat Bb3rneanTe Ha ESC 1 ca M3roTBeHW cnefl BHUMATEHO pasriexaaHe Ha HayYHUTe U MeAnLMHCKATE 3HaHWA
1 HalIMYHUTE AOoKa3aTeNcTBa KbM MOMEHTa Ha Ny6anKyBaHeTo M. ESC He HOCM OTFOBOPHOCT B C/ly4alt Ha MPOTMBOpPeYMNe, HECbOTBETCTBME M/UNK HeACHOTa MexXay Mpe-
nopbKkute Ha ESC 1 BcAKakBM Apyrn oduLManHn HacoKmn Unv NpenopbKiy, Ny6anKyBaHU OT CbOTBETHUTE OpraHu 3a obLlecTBEHO 34paBeona3BaHe, 0CO6EHO CBbP3aHM C
[06pOTO NpurnaraHe Ha 34PaBHU FPUXN WY TepPaneBTUYHM CTpaTernn. 3gpaBHuTe CNeLnanicTy ce HacbpyaBsaT Aa B3emart 1u3uano nog sHumaxme MpenopbkuTe Ha ESC,
KOraTo U3Mon3BaT KIMHNYHATa CU MpeLeHKa, KakTo 1 Npu onpeaensaHe 1 npunaraHe Ha NPeBaHTUBHU, AUAarHOCTUYHIN UNN TEPANeBTUYHN MeANLIMHCKM CTpaTernm; Bbnpeku
TOBa, NpenopbKuTe Ha ESC He OTMEHAT MO HMKAaKbB HauWH NHAMBUAYaTHaTa OTFOBOPHOCT Ha 3[jpaBHMTe CNeyManucTu fa B3eMaT MOAXOAALLM N TOYHWN peLleHns, B3eMankmn
npeABVA 3APaBOCIOBHOTO CbCTOAHME Ha BCEKU MALMEHT U cfiefi 06CHXKAAHE C TO3U MALMEHT 1, KOraTo € MOAXOAALLO U/ HeO6XOANMO, ¢ 6oNHOrNeAaua Ha NauneHTa.
HacokwuTe Ha ESC He ocBo60XAaBaT 3apaBHUTE CNELMANUCTIA OT MbJIHO U BHUMATESTHO pa3riexAaHe Ha CbOTBETHUTE OGULMANHIN aKTyanu3vpaHy HACOKM U MPEnopbKY,
ny6nrKyBaHN OT KOMMETEHTHNTE OpraHm No obLecTBEHO 3ApaBeona3BaHe, C Lien ynpaB/ieHre Ha Cllyyas Ha BCEKM NaLMEHT B CBETIMHATA Ha Hay4YHO NPUETUTE B CbOTBET-
CTBME C TEXHUTE CbOTBETHY ETUYHY U NPOdEeCOoHaNHN 3aAb/KeHNA faHHN . OTTOBOPHOCT Ha 3apaBHWSA CNeLVanicT e v ja NpoBepU NPUIoKUMUTE NpaBuia u pasnopeaou,
CBbP3aHU C neKkapcTBaTa v MeguLUHCKIUTE U3AeNna KbM MOMEHTa Ha npefnucBaHe.

© EBpONericKoTo KapAMonornuHo aApyxectso 2022 r. Bcuuky npaea 3anaseHu. 3a nonyyaBaHe Ha pa3pelleHune, Mons n3nparteTe nmeiin Jo: journals.permissions@oup.com.
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AAD Anti-arrhythmic drug
AHTVAapPUTMWYHU IEKApCTBA

ACE-I Angiotensin-converting enzyme inhibitor
NHXMOMTOP Ha aHrMOTEeH3UH-KOHBEPTMpaLLyA
€H3VM

OKC OCTbp KOPOHaAPEH CMHAPOM

ACS
AED

nm
AF
AH

ALS

ARB

ARNI

ARVC

ATP

AV

AVRT

BBR-VT

BrS

CA
CA
cAMP

KAB
CAD
KAl
CAG
KA
CccB
BCB
BCb
CIED

CMR

Knp
CPR
CPVT

CRT

CT/CTA

LKMM
DCM

Acute coronary syndrome

Automated external defibrillator
ABTOMaTUYEH BbHLUIEH aedpunbpunatop
MpeacbpaHO MbXAeHe

Atrial fibrillation

Atrial-His interval

MpencbpaHO-XncoB nHTEpBan

Advanced life support

Pa3wwmpeHa nogapbKKa Ha X1BOTa
Angiotensin receptor blocker
AHroTeH3MH-peLenTopeH 6nokep
Angiotensin receptor neprilysin inhibitor
AHTMOTEH3UH-PeLeNnTOPEH HEMPUTM3MHOB
NHXNOUTOP

Arrhythmogenic right ventricular cardiomyopathy
ApVITMOreHHa AieCHOKamMepHa KapanomronaTua
Anti-tachycardia pacing

AHTUTaxXMKapAHO nencrpaHe (CTumynaums)
Atrioventricular

MpeacbpaHo-KamepeH

AV re-entry tachycardia

AV pueHTpu Taxukapama

Bundle branch re-entrant ventricular tachycardia
BenpeHa pueHTpY KamepHa Taxnkapana
Brugada syndrome

CvHppom Ha Brugada

CbppaeveH apect

Cardiac arrest

Cyclic adenosine monophosphate
LinknuueH afneHo3nH MoHodocdat
KopoHapHa apTtepuanHa 6onect

Coronary artery disease

KopoHapHa aHrmnorpama

Coronary angiogram

KanumeB aHTaroHncT

Calcium channel blocker

BpopneHa cbpreyHa 6onect

Congenital heart disease

Cardiac implantable electronic devices
CbpaeyHn UMMNAHTUPYEMY €NTEKTPOHHN
yCcTpoWncTBa

Cardiac magnetic resonance

CbppeyeH MarHuTeH pe3oHaHc
KapavonynmoHanHa pecycumTayms
Cardiopulmonary resuscitation
Catecholaminergic polymorphic ventricular
tachycardia

KatexonamuHepruyHa nonumopdHa kamepHa
Taxukapgus

Cardiac resynchronization therapy

CbppaeyHa pecrHXpoHM3MpaLla Tepanma
Computed tomography/Computed tomography
angiography

KomntoTbpHa Tomorpadpusa/KomnoTbpHa
Tomorpadcka aHrmorpadua

[JunataTviBHa KapamommonaTua

Dilated cardiomyopathy
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OHK
DNA
EKI
ECG
no
EF
ERP

ERS

FBI

XKMIN
HCM
HFrEF

XHOKMI
HNDCM
HTX

HV

ICD

ILR

IVF

J16b
LBBB
LCSD

LGE

LMNA

LQTS

JIK
Lv
LVAD

NKNO
LVEF
JIKX
JIKX
LVNC

LvOT

MW
Mi
MRA

MVP

[le30KcpunboHyKenHoBa KcenmHa
Deoxyribonucleic acid

Enektpokappavorpama

Electrocardiogram

M3TnackBalla ppakuma (bpakums Ha n3TnacksaHe)
Ejection fraction

Early repolarization pattern
EKI 06pa3 Ha paHHa penonapursauus

Early repolarization syndrome

CMHAPOM Ha paHHa penonapu3saums

Fast, broad, irregular

Bbp3, WrpokK, HepaBHOMEPEH

XunepTtpoduyHa KapanommonaTua

Hypertrophic cardiomyopathy

Heart failure with reduced ejection fraction
CbppAeyHa HeAOCTaTbUYHOCT C HaManeHa eppakuua
Ha n3TnackKeaHe

XUNOKMHETUYHa HeaynaTaTMBHa KapAMoMmMonaTua
Hypokinetic non-dilated cardiomyopathy

Heart transplantation
CbppaeyHa TpaHCnnaHTauma

His—ventricular interval

WHTepBan His-kamepa

Implantable cardioverter defibrillator
MmnnaHTupyem KapanoBeptep fedubpunatop
Implantable loop recorder

MMnnaHTMpyemo 3anncBaLLo ycTponcTBo

Idiopathic ventricular fibrillation
ManonaTnyHO KaMepHO MbXAeHe

JaB 6efpeH 610K
Left bundle branch block

Left cardiac sympathetic denervation
JlaBa cbpAeyHa cMMNaTUKOBa feHepBaLua

Late gadolinium enhancement
KbCHO ragonviHneBo ycunsaHe

Lamin A/C
NamuH A/C

Long QT syndrome
CnHpgpom Ha abarua QT uHTepBsan

J1ABa Kamepa, NIeBOKaMepeH, a, e, 1
Left ventricular

Left ventricular assist device
YCTpoNCTBO 3a NofnomaraHe Ha iAiBaTa Kamepa

JleBoKamepHa n3TnackBalya ¢pakums
Left ventricular ejection fraction
JleBoKamepHa xunepTtpodua

Left ventricular hypertrophy

Left ventricular non-compaction
JleBOKamepHa HEKOMMAKTHOCT

Left ventricular outflow tract
JleeBoKamepeH 13XofeH TPaKT
MwokappaeH nHpapkT

Myocardial infarction
Mineralocorticoid receptor antagonist
MuHepankopTVKONAEH peLienTOPeH aHTaroHNCT
Mitral valve prolapse

MwuTpanen nponanc

MVT

NSVT

NYHA

OHCA

oMT

MK
PCl
PCR

PES

PET-CT

PPCM

KEC
PvC
PVT

Ql

Nbb
RBBB
PKMI
RCM
RCT

IK
RV
RVOT

SADS

SakECG

BCA
SCA
BCC
SCD
BC

SD
SGLT2

SHD

S-ICD

Monomorphic ventricular tachycardia
MoHomopdHa KamepHa Taxukapansa
Non-sustained ventricular tachycardia
HenpopgbmxutenHa kKamepHa Taxvkapaus
New York Heart Association

HioliopKkcKa CbpaeyHa acoumaumns
Out-of-hospital cardiac arrest
M3BbH-60NHMYEH CbpheyeH apecT
Optimal medical treatment
OnNTVManHO MEeAULMHCKO NleyeHmne
MepKyTaHHa KOPOHapHa MHTEPBEHUNA
Percutaneous coronary intervention
Polymerase chain reaction
MonnmepasHa BepuKHa peakLms
Programmed electrical stimulation
MporpamrpaHa enekTpmryecka cTMynauusa
Positron emission tomography computed
tomography

KomnioTbpHa Tomorpadus ¢ No3nTpoH-
eMVCMOHHa Tomorpadus

Peri-partum cardiomyopathy
MepunapTanHa KapanommonaTus
KamepHa ekcTpacuctona/n/na
Premature ventricular complex
Polymorphic ventricular tachycardia
MonnmopdHa KamepHa TaxnKapaus
Quality indicators

KauecTBeHn nHankaTopm

[eceH 6eppeH 650K

Right bundle branch block
PecTpukTrBHa KapavomuonaTus
Restrictive cardiomyopathy
Randomized control trial
PaHAOMYM3MpPaHO KOHTPONMPAHO U3MMTBaHe
[ecHokamepeH, a, o, n/[iacHa kamepa
Right ventricular

Right ventricle outflow tract

M3xoneH TpakT Ha AACHa Kamepa
Sudden arrhythmic death syndrome
C/HAPOM Ha BHe3arnHa apuTM1MyYHa CMbpT
Signal-averaged ECG
CurHanHo-ycpeaHeHa EKT

BHe3aneH cbppaeyeH apecT

Sudden cardiac arrest

BHe3zanHa cbpaeyHa cMbpT

Sudden cardiac death

BHe3anHa cMbpT

Sudden death

Sodium-glucose co-transporter 2
HaTpuin-rnokoseH Ko-TpaHcnopTtep 2
Structural heart disease

CTpyKTypHa cbpfeyHa 6onect

Subcutaneous implantable cardioverter
defibrillator

MoaKOXKeH MMMNNaHTUPYeM KapanosepTtep
nedunbpunatop
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SMVT Sustained monomorphic ventricular tachycardia
MpoabmKnTeNHa MOHOMOPdHa KamepHa
Taxukapaus

SPTV Sustained polymorphic ventricular tachycardia
MpoabmkuTenHa nonMmopdHa KamepHa
Taxukapaus

SQTS CuHppom Ha Kbcua QT nHTepsan

STEMI ST elevation myocardial infarction
WHdapKT Ha Mnokappaa ¢ ST eneBauua

SVT Supraventricular tachycardia
HapkamepHa Taxnkapaua

TAVI Transcatheter aortic valve implantation
TpaHcKaTeTbpHa aopTHa KanHa uMnaaHTaums

TdP Torsades de pointes

TOF Tetpanorua Ha Fallot

VA Ventricular arrhythmia
KamepHa aputmuna

VF Ventricular fibrillation
KamepHo mbxaeHe

VT Ventricular tachycardia
KamepHa Taxukapaus

WCD Wearable cardioverter defibrillator
MpeHocym KapzmosepTep aedrbprnaTop-
XuneTtka

WPW Wolff-Parkinson-White

1. Mpepucnosue

Te3un npenopbKky 0606LaBaT 1 OLEHABAT HAMYHUTE [OKa3aTes-
CTBA C Lien Aa NMOMOrHaT Ha 34paBHUTE CNeUVanncT ga npeaso-
»KaT Hal-gobpuTe CTpaTerum 3a yrnpasreHre Ha OTAeNEH NayneHT
C fAafEHO CbCToAHME. HacoKmnTe 1 TEXHUTE NPenopbKu TpAbBa Aa
YNIeCHAT B3eMaHETO Ha pelleHna OT 3[4paBHUTE CreunanicTy B
eXxefjHeBHaTa UM npakTuka. Hacokute obaye He ca 3amecTuTen
Ha Bpb3KaTa Ha NauMeHTa C HeroBms NpakTukysaly. OkoHuaTen-
HUTE peLleHNs OTHOCHO OTAENEH MaLMeHT TpabBa ga 6baaT B3e-
TV OT OTFTOBOPHUA(TE) 3apaBeH(HM) cneumnanncT(1) Bb3 OCHOBA Ha

Ta6bnuua 1:

KnacoBe Ha npenopbKute

TOBA, KOETO Te CYMTaT 3a Hal-NoAXOAALLO NPV AafeHNTe 06CToA-
TencTBa. Te3u pelleHVA ce B3emMarT cfief, KOHCYNTaumMaA C naymeHTa
1 INLIETO, KOETO Ce rPUXKI 3a Hero, crnopeq, ciyyas.

MpenopbknTe ca NpefHa3HayeHn 3a U3ron3BaHe OT 34paB-
HWUTe cneuunanucTy. 3a Ja rapaHTupa, Ye BCUYKKU NoTpeoutenn
MMaT [oCTbN A0 Han-HoBuTe npenopbky, ESC npepocTasa Ha-
cokmTe cn 6e3nnatHo. ESC npepynpexpaBa uutatenute, ue
TEXHUYECKMAT e3UK MoXe Aia 6bae N3TbhJIKyBaH NOrpeLlHo 1 oT-
XBbPA BCAKAKBA OTFTOBOPHOCT B TOBAa OTHOLLEHNE.

Mpe3 nocnenHute roguHn ESC nsgage ronam 6poit npeno-
pbKu. Nopaamn Bb3AeNCTBMETO UM BbPXY KNMHUYHATa MPaKTUKa,
KpuTepumTe 3a KayecTBO 3a pa3paboTBaHe Ha NPenopbKn ca
YCTaHOBEHMU, 3@ Aia HaNpPaBAT BCUYKM pPeLLleHnA NPOo3payHn 3a
notpe6utens. MNpenopbknTte 3a GopmynupaHe 1 n3faBaHe Ha
Hacokm Ha ESC moraT fja 6baaT HamepeHu Ha yebcaiita Ha ESC
(https://www.escardio.org/Guidelines). Mpenopbknte Ha ESC
npepcTtasnasat odumumanHa no3uuna Ha ESC no gapeHa Tema n
ce aKkTyanusmpaTt pefjoBHO.

B ponbriHeHre KbM Ny6nMKyBaHeTo Ha MpenopbKu 3a KNu-
HWYHaTa nNpakTrKa, ESC n3nbnHasa EBPO-Habnogasawa N3cne-
posatencka lMporpama (EURObservational Research Program)
Ha MeX[yHapOAHW PerucTpu Ha CbpheyHO-CbAoBM 3abona-
BaHVA M UHTEPBEHLMM, KOUTO Ca OT CbLUECTBEHO 3HaYeHMe 3a
OLEeHKa Ha ANarHoCTUYHK/TepaneBTUYHM NPOLIECH, N3MON3BaHe
Ha pecypcu 1 cna3BaHe Ha NpenopbKY. Tesn perncTpy umar 3a
Len fla ocurypaT no-gobpo pasbupaHe Ha MeaUUMHCKaTa NpakK-
Tuka B EBpona 1 no ceeTa Ha 6a3aTa Ha BUCOKOKaueCTBEHW fiaH-
HU, CbOpaHV Mo Bpeme Ha pyTVHHATA KJIMHUYHA NPaKTYKa.

Hewo noseue, ESC pa3paborBa Habopu OT MHAMKATOPU 3a
kauvecTBo (Ql), KOUTO NpPefCTaBNABAT UHCTPYMEHTU 3a OLIeHKa Ha
HMBOTO Ha MpwuaraHe Ha NPenopbKKTE U MOraT Aa ce 13non3eat
ot ESC, 6onHmum, [OCTaBUMLM Ha 34 paBHW YCIYT 1 CNeLVanncTi
3a 3MepBaHe Ha K/IMHUYHATa NpakTVKa 1 B 06pa3oBaTenHu Npo-
rpamu, KakTo 1 KNto4oBrTe NocnaHnaA Ha MpenopbKuTe, € Len no-
[06pABaHE Ha KAUYECTBOTO Ha MPVIKUTE U KNMHUYHUTE pe3ynTaTi.

YneHoBeTe Ha Ta3u paboTHa rpyna 6sxa nsbdparu ot ESC ga
npencTaBnasaT NpodecnoHanUCTUTE, aHraXKMpPaHu ¢ MeguLnH-
CKMTe FPWXKKM 3a MaumneHTn ¢ Tasn natonorus. MNpouepypata 3a
noa6op vMalle 3a Luen ga rapaHTupa, ye nMa npegcraButesnHa

KnacoBe Ha
JedunHnuna Mpenopbku 3a ynotpeba
npenopbKuTe
Knac| [oka3zaTenctsa u/unu obLo cbriacue, Yye gageHo
JileyeHmne unm npouenypa e bnaronpuAatHo(a),
nonesHo(a), epekTBHO(a).
Knac Il lpoTuBopeunBM fOKa3aTencTaa U/muam Pa3HOMOCOYHOCT Ha MHEHUATa OTHOCHO
nonesHocTTa/edpuKacHOCTTa Ha AaAEHO NleYeHne Uy npoleaypa.
Knaclla Mpeob6nagaBawmte faHHU/MHEHMS ca B Nosi3a TpAb6Ba fa ce B3eme
Ha nonesHocT/edprKacHOCT npeasug
Knac llb Monzata/edukacHocTTa e no-cnabo Moxe pa ce Bzeme
yCTaHOBeHa C AaHHU/MHeHUA npeasug
Knac Il [lokazaTenctea u/unu obLo cbriacue, Ye gageHo

JleyeHvie VNN NpoLiegypa He e bnaronpuaTHo(a)/
nonesHo(a)/edpeKkTMBHO(a), @ B HAKOU Cllyyan Moxe
[la 6bae yBpexpaalio(a)
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Ta6bnuua 2: HuBo Ha fOKa3aTeNncTBeHOCT
HuBo Ha ﬂaHHVI, nony4yeHun ot eANHNYHO PaHAOMU3NPAHO KIIMHNYHO N3NuTBaHe nnn

[oKasaTencreeHocT B rofieMn HepaHAOMU3NPAHW MPOYYBaHUA.

Huso Ha
fokasatenctBeHocT C

KoHceHcyc Ha eKcnepTHU MHEHWA 1/VAV ManKu Npoy4BaHuUsA, PeTpoCneKTUB-
HV NPOYYBaHUA, PErncTpu.

KOMOVHaUKWA OT YneHoBe NPefUMHO OT Lennsa permoH Ha ESC
OT CbOTBETHUTE OOLHOCTL C NoA-cneumanHoctTn Ha ESC. O6pb-
La ce BHMMaHMe Ha MHOroobpasmneTo 1 BKOYBAHETO, 0COOEHO
Mo OTHOLUEHWE Ha Mofa 1 CTpaHaTa Ha npousxoq. M3sbpLueHa
e KpWUTUYHA OLeHKa Ha AMarHOCTUYHWUTE W TepaneBTUYHMUTE
npouenypu, BKIOYMTENHO OLiEHKa Ha CbOTHOLIEHNETO PUCK—
nonsa. [loka3aTeNCTBEHOTO HMBO W cUlaTa Ha NpenopbKaTa 3a
KOHKPETHU onumu 3a neyeHune 6saxa npeTerneHy 1 oLeHeHn no
npenBapuTeNHO Cb3fafeHN CKanu, KaKTo e MOCOYEHO MOo-Aony.
PaboTHaTa rpyna cna3salue npoueaypwvTe 3a rnacysaHe Ha ESC.
Bcuuku npenopbKu, KOMTO ca NpefMeT Ha rlacyBaHe, NoCTUrHa-
Xa Hal-manko 75% cpep uneHoBeTe C MpaBo Ha rnac.

EkcnepTute OT KOMMCHUMTE 3a MMCaHe U PeBU3UA NPefoc-
TaBuxa GopmynApy 3a AeKnapuvpaHe Ha MHTepecn 3a BCUYKM
B3aVIMOOTHOLLEHUA, KOUTO B1xa MOrM Aa ce Bb3npremarT KaTo
peanHu U NOTEeHUMaNHN N3TOYHMLM Ha KOHGMKT Ha nHTepe-
<. TexHUTe feknapaumm 3a nHTepecy 6axa npernefaHn cbrnac-
HO MpaBwsaTa 3a AeknapupaHe Ha nHTepecu Ha ESC n morar ga
6bAaT HamepeHu Ha yebcaita Ha ESC (http://www.escardio.org/
Guidelines) n 6axa cbbpaHu B goknag v nyonukysaHu B AOMbI-
HUTeNeH [JOKYMEHT e AHOBPEMEHHO C MPENopbKUTE.

To3n npouec rapaHTVMpa NPO3PayYHOCT U MpefoTBpaTABa
noTeHUManHn NpucTpacTMsa B npouecute Ha paspaboTBaHe u
npernes. Bcryky npomeHuy B AeknapauumTe 3a MHTepecu, KonTo
Bb3HUKBaxa B Nnepriofa Ha nucaHe, 6axa cboblyeHn Ha ESC n ak-
TyanusupaHu. PaboTHata rpyna nonyum uanata cu ¢rHaHcoBa
nopakpena ot ESC 6e3 yyacTue Ha 3apaBHaTa MHAYCTPUA.

Komutetst Ha ESC CPG KOHTponupa 1 KoopAvHUpa U3-
rOTBAHETO Ha HOBY MPEenopPbKM. KOMUTETHT € OTFTOBOPEH 1 3a
npoueca Ha ofobpeHue Ha Te3n npenopbKu. MNpenopbknTe Ha
ESC ce nognarat Ha 3agbnboueH npernes ot Komuteta Ha CPG
M BBHLIHW eKCnepTy, BKIIIUNTENTHO CMecula OT YfieHoBe OT
uenus peruoH Ha ESC u ot cboTBeTHUTE O6WHOCTY Ha ESC no
NOACNeLManHOCTA 1 HaLUMOHaNHN KapAOOTMYHN APYKeCTBa.
Cnep CbOTBETHUTE PEBM3MU, MPENoOpPbKUTE Ce MOAMMCBAT OT
BCMYKM eKCcnepTu, BKNoYeHr B paboTHaTa rpyna. ®rHanusmpa-
HUAT JOKYMeHT ce nognucea ot CPG KomuTeTa 3a nybnnKyBa-
He B European Heart Journal. MpenopbkuTe 651xa paspaboTeHu
cnef, BHMMATENIHO pasrfexfaHe Ha HayuyHuTe U MeauLUHCKN
MO3HaHWA 1 HaNIMYHNUTE AOKa3aTeNcTBa KbM MOMEHTA Ha Hanuc-
BaHeTO UM.

3apauata 3a paspaborBaHe Ha lMpenopbku Ha ESC BKntouBa
CbLLO Cb3AaBaHe Ha 06pa3oBaTeNHN MHCTPYMEHTM U NPporpamu
3a npunaraHe Ha NPenopbKKTE, BKIIOUYNTENHO CbKpaTeHU A>K06-
HV BepcuM Ha npernopbkute, 0606LeHn cnangose, 0606LeHN
KapTu 3a HeCneymanucT 1 eNeKTPOHHa BEPCUA 3a ANrMTaHM
npunoxeHua (CMapTdoHn 1 T.H.). Tean Bepcun ca CbKpaTeHn 1
Mo Tasy NPUYMHa, 3a No-nogpobHa nHpopmaums, noTpebutTenat
TpAbGBa fa MMa NOCTOAHEH JOCTbN JO Mb/iHaTa TEKCTOBA BepCuA
Ha MpenopbKUTE, KOATO € CBOOOAHO AOCTbMHA Ype3 yebcanta

Ha ESC u European Heart Journal. HaunoHanHuTe Kapzuosno-
rMYHU apyectBa Ha ESC ce HacbpuaBat fja ofo6pAT, npremar,
npesefaT 1 Npunarat BCMYKK npenopbku Ha ESC. Heobxoaumn
Ca Nporpamu 3a npunaraHe, Tbil KaTo e JoKa3aHo, Ye N3XoabT
oT 3ab6onABaHeTO MOXe fia 6bae 61aronpPUATHO NOBAWAH OT LiA-
JIOCTHOTO NpUJiaraHe Ha KIIVHUYHNTE NPENOPbKU.

34paBHMTE CreuuanmcTy ce HacbpyasaT a B3eMaT M3UsNo
nof BHMMaHMe npenopbkute Ha ESC, Korato ynpakHsBaT CBOs-
Ta KNMHMYHA NpeLeHKa, KakTo 1 Npv onpefensHeTo v npuia-
raHeTo Ha NPEeBaHTVBHY, AUArHOCTUYHWU WU TepaneBTUYHU
MeauUMHCKM ctpaTterun. Hacokmte Ha ESC obaue He oTmeHAT
Mo HWKAaKbB HAauMH MHAUBUAYaNHaTa OTrOBOPHOCT Ha 3A4paB-
HUTE CNeumnanucTy Aa B3eMaT NOAXOAALLM U TOUHU peLleHns C
ornef Ha 3paBOC/IOBHOTO CbCTOSIHUE Ha BCEKM MaLUVEHT U cnep
KOHCYNTaUUs C TO3M MALMEHT UM JINLIETO, KOETO Ce FPUXK 3a
nauveHTa, KoraTo e NoAxXoAsALo u/unu Heobxoaumo. OTrosop-
HOCT Ha 3paBHMA CreLnanncT e 1 Aa NpoBepsiBa NpasunaTta un
pasnopenomTe, NPUIOKMMI BbB BCsAKA CTPaHa 3a JieKapcTBa n
YCTPOWCTBA KbM MOMEHTa Ha NpefnucBaHe 1, Korato e noaxo-
AAL0, fia Cna3Ba eTUYHKTE NpaBua Ha CBoATa Npodecus.

YnoTpebaTta Ha NleKapcTBa U3BbH YyTBbPAEHWTE NoKa3aHusA
MOXe [la 6blle NpefcTaBeHa B TOBa PbKOBOACTBO, aKo JOCTa-
TBHYHO HMBO Ha [JOKa3aTe/ICTBa MOKA3Ba, Ye MOXKe Aa Ce cuuTa 3a
noAxoAALo OT MeAULNMHCKA FMeHa TOUKa 3a aleHO CbCTOsIHNE
1 aKo naumeHTuTe 61xa MO Aa Mmart MnoJsi3a oT NpenopbyaHa-
Ta Tepanus. OKoOHYaTeNIHUTE peLleHrs Mo OTHOLUEHVE Ha oThe-
JleH naumeHT obaye TpabBa fa ce B3eMaT OT OTroBapsALLMA 34pa-
BEH CMeLuanuncT, Kato ce obpblya crneyunanHo BHUMaHMe Ha:

1) cneunduruHaTta cuTyaums Npu naymneHTa. B Toa oTHoweHne
Ce YTOUHSABA, Y€, OCBEH aKO He e MPeABUAEHO APYro B Ha-
LMoHanHnTe pasnopentu, ynotpebaTa Ha NIeKapCTBO N3BBH
odmumanHoTo ogobpeHune TpsbBa Aa 6bae orpaHUYeHa ao
CUTYyaUum, KOraTo TO e B MHTEPEC Ha NaLMeHTa No OTHOLUe-
HMe Ha KauyecTBOTO, 6e30MacHOCTTa U ePpUKACHOCTTa Ha rpu-
XKUTE N CaMo cef, KaTo NauueHTbT e 6un nHGopMrpaH u e
Jan cbrnacue;

2) cneundnuHY 3a CTpaHaTa 34paBHN pasnopenov, NoKasaHus
Ha NpaBUTENCTBEHUTE PErYNaTOPHY areHLUMN 3a IeKapCTBa,
KaKTO 1 eTUYHUTE NPaBKUia, Ha KOWUTO Ce NMOJYMHABAT 34PpaB-
HUTE CMEeLMannCcTU, KOrato ca NpunoXnmm.

2. BbBepeHme

To3n QOKYMeHT nNpeAcTaBsaBa akTyanusauusa Ha MNpenopbkute
Ha ESC ot 2015 r. 3a fleyeHre Ha NaUMeHTN C KaMepHU apuTMnmn
(VA) n npeBeHUMA Ha BHe3amnHa cbpaedyHa cmbpT (BCC). HoBu
NaHHM B enugemuonoruaTta Ha BCC, HoBuTe goKasaTencrea 3a
reHeTrKaTa, n306passaBaHeTO U KNVHUYHUTE OTKPUTMA 3a CTPa-
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TndmKauma Ha pucka 3a VA n BCC, KakTo 1 HanpeabKbT B An-
arHOCTMYHaTa OLEeHKa 1 TepaneBTUYHUTE CTpaTernn Hanpasmxa
HeobxoavMma Tasu peBusua. KomucuaTa belle cbcTaBeHa oT 25
YneHa, BKNIOUNTENTHO 23 fleKapu ekcnepTun, eAnH MeTo[onor u
eflH nauueHTCKM npepactaBuTen. baxa nopgbpaHu ekcrnepTn,
KouTO Aa nokpmeaT Bcmyky obnactu Ha VA n BCC, kakTo v nog-
cneunanHoCT Ha KapAanonornaTa C NOMoLLTa Ha CbOTBETHM pa-
60THU rpynu Ha ESC.

Bcunuku 25 uneHoBe Ha KOMUCHATA Ha paboTHaTa rpyna ofo-
6puxa BCMYKM OTAENHN NPENOPbKY Cnef aHOHNMHO racyBaHe.
[leBeTaeceT n aeBeT peLeH3eHTH pasriefaxa JOKyMeHTa. bewe
npoBeAeHO CUCTEMHO MpOoyYBaHe Ha nuTepaTypaTa cief WH-
CTPYKUMM OT METOAOMNOra B rpynara, Koeto Josefe A0 BKOY-
BaHeTo Ha 1155 u3TouHMLK, 485 6axa n3bpaHn B NoaKpena Ha
npenopbKUTe 1 JOMbJIHUTENHO YTOYHEHU B Tabnmua Ha joKasa-
TencteaTa (JJoOMbAHUTENHN JaHHW).

2.1. KakBo e HOBOTO

[narHoCTMUHNTE N neyebHNTE YacTM Ha MpPenopbKuTe 6sxa
afanTupaHu, 3a a Ce yNecHU 13Mosi3BaHETO UM NPU eXXeHEBHO
B3eMaHe Ha KJIVHUYHW peLleHns.

MbpBaTta o6Lia YacT YMa HOBM pa3fenu 3a AVArHOCTMYHA
OLleHKa, BKIIOUNTENHO GpapMaKkoormyHy NpoBOKMpaLLM TeCTo-
BE, TEHETNYHU TECTOBE U CMCTEMATUYHO M3CNefBaHe Ha Mpo-
6aHAN 1 POAHVHM C MbPBUYHW E€NEKTPUYECKN 3abonsaBaHuA.
MpepocTaBeHn ca n3yepnaTtenHn 6i0K-CXemu 1 NPenopbKy 3a
[OMarHOCTMYHA OLEHKa NpU MbpBO ABABaHe ¢ VA Ha nauveHTu
6e3 NpeaBapuTENTHO M3BECTHO CbpAeYHOo 3abonsaBaHe npw neT
YecTo CpelaHn KIIMHWYHKU cueHapwA. TpefcTaBeHn ca npak-
TUYECKM NPENOPDBKU 338 ONTUMM3MPAHO NPOrpaMupaHe Ha UM-
nnaHTMpyemus Kapguoseptep aedubpunatop (ICD) n anropu-
TMU 3a JIeYeHrie Ha MaLMeHTY C NPaBUIHA WMPOKO-KOMMeKCHa
TaxmKkapama n enektpuyecka byps (Tabauya 3).

Ta6nuua 3: HoBu pa3genun n KOHUeNUMN

HoBu paspgenu n KoHuenuumn Paspen
[poBOKaLMOHHM AMAarHOCTUYHMN TeCTOBE 5.1.3.5
[eHeTn4YHO n3cnenBaHe 5.1.4

[lnarHocTnyHa oueHKa npu NbpBO npefcTaBaHe ¢ VA

5.2
npuv nauneHTn 6e3 N3BeCTHO CbpAeYHO 3abonaBaHe
JleueHrie Ha NaUMEHTY C enekTpuyecka 6yps 6.1.3
CneumanHn acneKkTn Ha TepanuaATa C yCTPONCTBO 6.2.3
Ta6nuua 4: HoBu npenopbKu npes 2022
Mpenopbkn Knac

My6nnyHo HaYanHo NoAAbPIKaHe Ha XKUBOTa 1 AocTbn fo AED

lMpenopbyBsa ce fedubpunaums c ny6anyeH [OCTbM 4a € JOCTbI-
Ha Ha MeCTa, KbAETO e NO-BePOATHO A2 HACT BNV CbpAeyeH apect.?

Mpu OHCA ce npenopbyBa HesabasHa KIP oT cTpaHuyHM nnua.

MpenopbunTeNHO € Aa ce HaCbpuu 06YyYeHMETO Ha OBLHOCTTa
3a HayanHa NoAApPbXKKa Ha KMBOTa, 3a Aa Ce yBeNnymM yectoTata
Ha KIMP oT cTpaHUyYHU nnua v n3nonssaHeTo Ha AED.

Tpsab6Ba pa ce MMa nNpeaBug anapMmupaHe ¢ MobuneH TenedoH
Ha 0byuyeHW 3a Haya/lHO MOAAbP)KAHE Ha XKMBOTAa CTPAHWUYHW
HabntofgaTenn fO6POBOSLM, KOUTO i@ MOMaraT Ha HamupaLymTe
ce Habnn3o xepTBy Ha OHCA.

Mpodwxasa

lMpodwvxeHue
JleueHune Ha VA. O6un acnekTn

DC kapanosepcuATa ce NpenopbyBa KaTo sieyeHne oT Nbpsa
NIMHWA 3a NaLMeHTn ¢ noHocuma SMVT, npu ycnosue ye puckbT
OT aHecTe3usA/cefalna e HUCHK.

OnTMManHOTO MeAuMUMHCKO neuyeHue, Bkousawo ACE-I/ARB/
ARNI, MRA, 6eTa-6nokepu 1 SGLT2 nHxnubutopwu, e nokasaHo npuv
BCVYKM NALMEHTY CbC CbpAeYHa HeJOCTaTbYHOCT C HamaneHa Ud.

MmnnaHTMpaHeTo Ha KapanoBepTep AedrbpunaTop ce npemno-
pbuBa Camo MNPV MaLMEHTH, 32 KOUTO CE OYaKBa MPEXUBAEMOCT
C f06pO KayecTBo >1 roguHa.

Mpu nauneHTn c xemogMHaMUYHO NoHocuma SMVT u n3BecTHa
nnm nogo3mpara SHD, Tpabsa aa ce B3eme NpeaBug NHTpaBe- lla
HO3€eH NpoKanHamug,.

Mpu naumeHTN ¢ xeMoAMHaMUYHO noHocnma SMVT npu nunca
Ha ycTaHOBEHa fijnarHo3a Moxe fja ce Ma nNpefBuA MHTPaBEHO- I1b
3€H aM1ofAapOoH.

Mpwn naumeHTn cbc SMVT unu SPVT/VF, npeanssrkanun ot KEC

c nogobHa mopdonorua 1 nokasaHuve 3a ICD, moxe Aa ce nma
npefBuA KateTbpHa abnayua, korato ICD He e HanuyeH, NPoTu- 11b
BOMOKa3aH e Nopaan CbMbTCTBALN MEAVNLMHCKA MPUYNHIA UK

€ OTXBbPJIEH OT MaLueHTa.

WCD moxe fa ce nma npefsup B paHHata ¢asa cneg MU npwm

1lb
136paHy NaLmeHTu.

KopoHapHa apTepmnanta 6onecrt

Mpwu naunenTn c KAB n peungmsmpatm, cumntomHn SMVT nnu
ICD wokoBe 3a SMVT BbnpeKku XpoHMYHaTa Tepanua c ammoga-
POH, ce npenopbyBa C NPeAUMCTBO KaTeTbpHa abnauua npep
eckanupauya tepanua c AAD.

O6paseH CbpheyeH CTPec-TecT Nno Bpeme Ha Gp13nyecko HaTo-
BapBaHe ce NpenopbyBa B JOMbJIHEHVE KbM TeCTa 3a Kapano-
nyaMoHanHo Gp13nyecko HaToBapBaHe ciej onepauusa npu na-
LMEHTM C aHOMaJIeH a0pTeH NPOU3XO Ha KOPOHapHa apTepua
C aHaMHe3a 3a npekbcHat CA.

Mpwu npexneennTte BCA nopaan cna3bm Ha KOpOHapHaTa apTe-
pus TpA6Ba Aa ce 06MMCIM UMNIaHTMpaHe Ha ICD.

lla

Tepanusta c ICD TpsA6Ba fa ce MMa NpeasuA Npwv MaumeHTn ¢

KAB, knac | no NYHA n JIKU® <30% Bbnpekn =3 mecera OMT. e

MmnnanTupaHe Ha ICD TpsA6Ba fa ce B3eme NpefBuA npu nauu-
eHTun ¢ KAB, IKN® <40% Bbnpekmn >3 meceua OMT, n NSVT, ako lla
nmart nHayumpyema SMVT upes PES.

MNpwu nayneHTn c KAB 1 xeMogmHamnyHo fob6pe noHocma SMVT
n JIKN® >=40%, KaTeTbpHaTa abnauys B ONUTHU LIEHTPOBe TPAG-
Ba [la ce B3emMe NpefBuA KaTo antepHaTmea Ha ICD TepanusTa,
Npw yCNoBmMe Ye ca JOCTUTHATY YCTaHOBEHWTE KPaHM TOUKM.

lla

KateTbpHata abnauuva Tpabea Aa ce MMa npeABWA NPy NauyeH-
71 ¢ KAB 1 nosTapAawm ce, cumntomHu SMVT mnn ICD wokose 3a lla
SMVT Bbnpekn neyeHmeTo ¢ 6eta-6nokep nnm cotanos.

WUanonaTtnuna KEC/VT n KEC-nHayunpaHa KapanomuonaTms

KaTeTbpHaTa abnauua Kato neyeHne ot MbpBa JIMHWA ce npe-
nopbyBa 3a cumnTomHu ngmonatnynmn VT/KEC ot RVOT mnu ne-
BuTe hacumKynu.

Beta-6nokepn nnm HeaguxmaponupuavHosy KA ca nokasaHu
npu CUMNTOMHK NauneHTn ¢ nanonatnyHa VT/KEC ¢ npomsxog,
pasnuueH ot RVOT unu nesute pacumkynu.

Mpwn nauymentn ¢ KEC/VT 1 nposABu, KOUTO He ca TUMNYHM 3a
nanonatnyeH nponsxoa,® CMR Tpsa6ea aa ce B3eme Npeasua, lla
BbMNPeKN HopMasnHaTa exokapavorpama.

Beta-6nokepu, HeguxvaponupuanHosy KA unv dnekanHng Tpa6-
Ba [la Ce B3eMaT MpefBuA, Korato KaTeTbpHa abnauus He e foc-
TBIMHA, HE € XeNaHa 1 e 0cobeHo PUCKOBa NPU CUMNTOMHM Ma-
umeHTH ¢ namonatnyHa VT/KEC ot RVOT mnu neBute dacumkynu.

lla

Mpodwixasa
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KateTbpHa abnauua unu dnekamHup TpabsBa ga ce B3emat
npeasuAa NpyY CUMNTOMHU NauneHTn ¢ nanonatnyHa VT/KEC ¢
npousxof, pasnuyeH ot RVOT nnv nesute dpacuymkynu.

Mpwv naumneHTH c HeobsACcHMMO HamaneHa EF n obpemeHsBaHe ¢
KEC Hain-manko 10%, Tpa6Ba aa ce B3eme npeasug KEC-nHayum-
paHa KapamomuonaTua.

Mpu naymeHTN cbc CbMHeHMe 3a nHayuupaHa ot KEC kapano-
MuonaTtus Tpsbea fa ce B3eme npeasug CMR.

Mpu Hepearnpawm Ha CRT ¢ yecTy, npeobnagaBaLio MOHOMOP-
¢dH¥ KEC, orpaHnyaBalym onTMManHoTo AByKaMepHO nencrpa-
He BbNpeKkn dapmaKkonormyHaTta Tepanus, Tpabea Aa ce B3eme
npeABuA KaTeTbpHa abnauma unu AAD.

Moxe fa ce o6Mmcnn KateTbpHa abnauua 3a nguonatmyHa VT/
KEC npu 6€3cMMNTOMHM MauUeHT! C MOBTOPSEMO MoBeye oT
20% KEC Ha fieH npu npocneasBaHe.

AMUOJAPOH KaTo NleYeHne OT MbPBa JINHUA He ce NpenopbyBa
npu naumeHTn c ngmnonatnynm VTs/KEC.

AKMN/XHAKMN

[eHeTYHO U3cnenBaHe (BknoumTenHo noHe LMNA, PLN, RBM20
1 FLNC reHwn) ce npenopbyBa npv nauneHtu ¢ AKMIMN/XHOKMMN
1 3a6aBaHe Ha AV MPoOBOAMMOCTTa MpU Bb3pacT <50 rognHu
UM KOUTO UMaT damunHa aHamHesa 3a JKMMN/XHAKMI vnnn
BCC npwu pogHuHa oT nbpBa cTeneH (Ha Bb3pacT <50 roamHm).

Mpn pogHUHa oT NbpBa cTeneH Ha nauneHT ¢ AKMM/XHAKMI

ce npenopbuBaT EKI n exokapaunorpama, ako:

+ WHAEKCHWAT MauneHT e 6un AuarHoCTMUMpPaH Ha Bb3pacT
<50 roAvHN NN NMa KAVHUYHN XapaKTePUCTUKN, MOACKa3-
BalLM HacnefCTBEHA NPUYMHA, N

+ nma damunHa aHamHesa 3a OKMIM/XHOKMM vnn npexpge-
BpemMeHHa HeouakBaHa BC.

CMR ¢ LGE Tpsab6Ba pa ce uma npeasug npv nauuneHtn ¢ KM/
XHAKMI 3a oueHka Ha eTuonoruaTa n pucka ot VA/BCC.

[eHeTUYHU un3cnepBaHus (BKIuuTenHo noHe LMNA, PLN,
RBM20 n FLNC reHu) TpsabBa fa ce MmaT npefBug 3a cTtpatuou-
KauMA Ha p1cKa Npw naumeHTy C oyeBuAHa cnopagmyHa AKMMN/
XHOKMTIT, kouTo ce npoABABaT B Miaja Bb3pacT Uan C Npu3Ha-
LK, CyCNeKTHY 3a HaclleACTBEHa eT1OOornA.

TpA6Ba Aa ce B3eme npeaBuA MMnaaHTupaHe Ha ICD npu naum-
eHTn ¢ AKMI/XHAKMI ¢ JIKN® <50% 1 =2 puckosu ¢paktopa
(cuHkon, LGE npu CMR, nnayuupyema SMVT npwu PES, natoren-
HY MyTauum B reHu LMNA, PLN, FLNC n RBM20).

MmnnaHTupaxe Ha ICD TpA6Ba Aa ce Mma npeasug Npu naymeH-
7 ¢ AKMI/XHOKMI n xemognHammnyHo noHocmma SMVT.

lpv poaHMHa OT NbpBa CTeneH Ha MauMeHT C OYEBUAHO CMo-
paguuHa AKMMN/XHAKMI moxe pga ce uma npeasug EKI n exo-
Kapauorpama.

YyacTueTo B HaTOBapBaHMUA C BUCOKA UHTEH3UBHOCT, BKIIOUU-
TENHO CbCTe3aTeNHN CNOPTOBE, He ce NpenopbYBa 3a NiMua C
OKMI/XHOKMI n LMNA myTaums.

ARVC
Mpu naureHTn cbc cbMHeHne 3a ARVC ce npenopbusa CMR.

IMpy MayMeHTN CbC CycrneKkTHa nnm curypHa amarHosa ARVC ce
NpenopbyYBa reHeTUYHO KOHCYNTUPAHE U N3CTeBaHe.

MmnnaHTrpaHe Ha ICD Tpsabea fa ce nMa npefasug npu cuUmn-
TOMHM® MauMeHTn C OKoHYaTenHa AuarHosa ARVC, ymepeHa
[leCHoKaMepHa unmn neBokamepHa aucoyHkuma mn nam NSVT,
nnu nHayumnpyemoct Ha SMVT npwu PES.

Mpwn naunenTn ¢ ARVC c nokasaHua 3a ICD Tpsab6Ba fa ce B3eme
npefBuA YCTPOWMCTBO C Bb3MOXKHOCT 3a nporpamupaHe Ha ATP
3a SMVT 0o BUCOKWN YeCTOTH.

Mpodwxasa
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M36arBaHe Ha HaTOBapPBaHA C BUCOKA MHTEH3UBHOCTS MOXe Aa
ce Ma NpefBua NpU HocuTenmn Ha cBbp3aHn ¢ ARVC naToreHHn
MyTaumu v 6e3 GeHoTumn.

BeTa-6n0kepHa Tepanua Moxe Aa ce MmMa NpeaBug Npu BCUYKn
naumneHTn CbC curypHa gnarHosa ARVC.

Mpwn naymeHtTn ¢ ARVC n cumntomu, CUAHO NOJO3PUTENHM 3a
VA, PES moxe fia ce uma npeaBug 3a ctpatudurkauma Ha pucka.

XKMn

CMR c LGE ce npenopbusa npu nauveHTy ¢ XKMI 3a gnarHoc-
TUYHa 06paboTKa.

Mpwn nauneHntn ¢ XKMIT ce npenopbyBa reHETUYHO KOHCYNTM-
paHe n nscneasaHe.

Mpwn pogHMHa No NbpBa NMHMUA Ha naumeHT ¢ XKMI ce npeno-
pbuBat EKI 1 exokapaunorpama.

MmnnanTupaHeTto Ha ICD TpsbBa Aa ce 06MUCV NPV NaLUeHTH
¢ XKMIT Ha Bb3pacT 16 unm noseye rogmHn C ymepeH 5-rogun-
weH puck ot BCC (=4 po <6%)’, u cbe (a) 3HaunTenHo LGE npu
CMR (06UKHOBEHO >15% OT MacaTa Ha JIK); unu (b) IKU® 50%;
nnm (c) abHOpMeH OTroBOpP Ha KPbBHOTO HanAraHe No Bpeme Ha
TecT c HatoBapBaHe?; unn (d) JIK anukanHa aHeBpW3Ma; 1nu (e)
Hannumne Ha capkoMepHa naToreHHa MyTauus.

Mpu peua <16-rognwHa Bb3pact ¢ XKMI n nsumcnen 5-rogn-
wweH puck ot BC >6% (Ha 6a3aTta Ha HCM Risk-Kids CKOph), TpA6-
Ba fla ce 0bMmcnv uMnnanHTmpaHxe Ha ICD.

Mpwn naymeHtTn ¢ XKMI npeacraBAwm ce ¢ XeMOANHAMUYHO
noHocmma SMVT Tpa6Ba ga ce obmucav umnnaHTpaHe Ha ICD.

Mpu nauneHTn ¢ XKMI v peungmerpata, cumntomatnyHa VA
1Ny peumausmpalla cumntomHa ICD Tepanus TpabBa fa ce B3e-
Me npeasug neyeHune ¢ AAD.

YyacTeTo B ynpaXHeHWA C BMCOKA WHTEH3MBHOCT MOXe Aa
ce vMa npeaBug nNpy 6e3cMNTOMHY Bb3PacTHU MaLMEHTH C
XKMTI 6e3 puckoBu MapKkepu.

MmnnanTupaHeto Ha ICD moxe fa ce 06MUCAM NPU NaLMeHTH
¢ XKMIT Ha Bb3pacT 16 nnu noBeye roguMHu € HUCbK U34ncieH
5-roguweH puck ot BCC (<4%),f 1  (a) 3HaunTenHa LGE npun CMR
(06rKHOBEHO >15% oT JIK maca); nnu (b) NKND <50%; unu (c) NIK
anvikanHa aHeBpr3ma.

KaTeTbpHa abnauua B cneumannsmpaHy LEHTPOBE MOXe Aa ce
obmucny npu 13bpann naumeHtn ¢ XKMI n peungmsupalyy,
cumnToMmatnyHn SMVT mnn ICD wokoBe 3a SMVT, npu Kouto
AADs ca HeepeKTUBHM, MPOTUBOMOKA3aHM UM HE Ce ToJlepurpar.

LVNC n RCM

Mpwn naunenTn c LVNC dpeHotun Kapanommonatus, 6asvpatya
ce Ha CMR nnu exokapauorpadus, Tpabsa aa ce obmucan nm-
nnaHTupaxe Ha ICD 3a nbpBrYHa NnpodunakTmka Ha BCC, cnep-
Balku npenopbkuTe 3a AKMIM/XHAKMI

ICD Tps6Ba aa ce B3eme NpeaBua nNpuw NauneHT C TeKoOBepuXK-
Ha ammnIoMAo03a UMK CBbp3aHa C TPAHCTUPETVH CbpAeYHa aMu-
f10MA03a N XeMOAMHAMMYHO HernoHocuma VT,

HeBpomyckynHu 3abonsaBaHua

MpenopbyBa ce VHBa3VBHa eNeKTPOodM3NONOrnyYHa OLeHKa
npyi NaLMeHTU C MUOTOHUYHA AUCTPOGUA 1 NanNUTaLMn Un
CUHKoOnM, KonTo noackaseaT VA nnu npexmsenu CA.

MmnnanTupaHeTo Ha ICD ce npenopbyBa Npv NaLmneHTn ¢ My-
oToHMYHa auctpodusa n SMVT nnm npekbcHaT CA, KOWTO He e
npuyvHeH ot BBR-VT.

MHBa3vBHa enekTpodr3nonornyHa oleHKa Tpsbea ga ce Bleme
npeasua npwv NaUMEHT C MUOTOHMYHA AUCTPOGUA 1 BHE3AMNHO
yBennyaBaHe Ha PR uHTepBana unm npogbimkutenHocTta Ha QRS.

Ilb

Ilb

1ib
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MHBa3mBHa enekTpodu3nonoriyHa oLeHKa Tpabea aa ce Bleme
npeABVA NPU NALMUEHTH C MUOTOHNYHA AUCTPodusA 1 PR nHTepsan
>240 ms U1 NPOABMKUTENHOCT Ha QRS =120 ms, nnu KomTo ca Ha
Bb3pacT Hag 40 roavHM 1 UMaT HaikaMepPHN apUTMIN, UITN KOUTO
ca Ha Bb3pacT Hag 40 rogvHu 1 umat 3HauutenHo LGE npu CMR.

Mpy NaLMeHT! C MMOTOHMYHA AUCTPOdMA 6e3 3abaBsaHe Ha AV
NPOBOAMMOCTTA U CUITHO NoAo3puTeneH 3a VA cuHKor, Tpsbsa
[a ce B3eme NpefBug nMmnnaHtrpaxe Ha ICD.

Mpy NaLMeHTN C MUOTOHMYHA AUCTPOdUA C MANAUTALUK, CUIHO
cycnekTHu 3a VA, n nHAyKunA Ha He-BBR-VT, Tpabea aa ce B3e-
Me npeABud nmnnaHTauma Ha ICD.

Mpun naumneHTn ¢ MycKynHa AUCTpodus KpaiHuk-nosac tun 1B
unu Emery-Dreifuss 1 nokasaHua 3a nencmpaHe Tpsabsa pa ce
B3eMe npeAsug nmnnarHTtauma Ha ICD.

MmnnanTtupare Ha ICD moxe aa ce B3eme npefsua Npuv nauy-
€HTU C MycKynHa anctpodusa Ha Duchenne/Becker 1 3HauunTten-
Ho LGE npu CMR.

MmnnaHTpaHeTo Ha ICD npef nocToAHeH nercMerkbp Moxe
[ ce Ma npeABUA NPV NaLMeHTV C MUOTOHUYHA AUCTPOdUA C
AOMbAHNUTENHN pyuckosu dakTopu' 3a VA n BCC.

Mpun NauMeHTn ¢ MUOTOHMYHA ANCTPOGUA HE ce NpenopbyBa
cepuviiHa enekTpodM3nonormyHa oleHka Ha AV NpoBoANMOC-
TTa U MHAYKLMA HA ApUTMKS, KOraTo NINMNCBA CbMHEHME 3a apuT-
MUWA AN NPOrpecmna Ha NPOBOAHM HapyLlueHusA B EKT.

Bb3nanutenHu 3abonaBaHnsa

Mpy NaumneHTV ¢ xeMoAMHAMNYHO HEMOHOCUMa NPoAbKMUTENHa VT
v VF no Bpeme Ha ocTpaTa $pasa Ha MMOKapauT, TpAbBa Aa ce B3e-
Me npefsua uMniaHTupaHe Ha ICD npeay n3nyceaHe ot 6onHuLaTa.

Mpwv nayveHTV cneg MMOKapAUT C peunansmpalla, CMMNToma-
TU4YHa VT TpsabBa Aa ce B3eme npensua neyexme ¢ AAD.

KaTeTbpHa abnauyus, n3BbplueHa B crneunanv3vpaHi LEHTPOBE,
TpAbBa fa ce B3eMe Npeasud Npv NaUMEHTU el MUOKapAuT, C
peunaunsmpalym, cumntomHn SMVT nnm ICD wokose 3a SMVT, npu
konTo AADs ca HeedpeKTUBHM, He Ce MOHACAT U/ He Ce >KenasT.

Mpu naumeHT C XxemMogMHaMUYHO NoHocuma SMVT, Bb3HUK-
Ballla B XpOHMYHaTa $pa3a Ha MUOKapAWT, TpAOBa fa ce B3eme
npeasuAa UMnaaHTMpaHe Ha ICD.

Mpu naumeHT cbc cbpaeyHa capkouposa, kouto mumat JIKUD
>35%, Ho 3HaumnTenHo LGE npn CMR cnep oT3By4aBaHe Ha OCTPOTO
Bb3raneHue, TpAbBa Ja ce B3eme Npeasua MnaaHTmpaHe Ha ICD.

Mpwn nauneHTn cbC CbpAeyHa capkomaosa, kouTto umat JIKU®
35-50% n He3HaunTenHo LGE npu CMR, cnepn ot3ByyaBaHe Ha
0CTpo Bb3naneHune, TpAbBa fa ce B3eme npeasua PES 3a cTpa-
TdMKaLMA Ha pucKa.

Mpy naumeHT cbc cbppaeyHa capkomposa, JIKU® 35-50% un
nHayuvrpyema SMVT npu PES, Tpa6Ba Aa ce B3eme npeasui nm-
nnaHTupaxe Ha ICD.

Tpab6Ba pa ce Beme npeasug nevervie ¢ AAD npu naumeHTn
CbC CbpAeYHa capkouposa unu peuunaverpatla cumntoma VA.

AmunopapoH TpAbBa fa ce B3eme NMpeABuWJ 3a HamanaBaHe Ha
0bpemeHABaHETO C apUTMUA NPU NaLMEHTH C KapAroMMonaTus
Ha Chagas, kouto ce npeAcTaBAT cbC cumnToMHN KEC unum VT.

Mpu nauuneHTy ¢ Kapanommonatia Ha Chagas 1 peuvanBMpaLLy,
cumntomHn SMVT mnm ICD wokoBe 3a SMVT, npu kouto AADs ca
HeedeKTVBHU, MPOTVBOMOKa3aHy U He ce MOHAcAT, TpAbBa fa ce
B3eMe NnpefBuf KaTeTbpHa abnauus B cneLmanusnpani LEHTpoBe.

Mpy mauneHT ¢ XxemoauHaMM4yHO Aobpe moHocuma SMVT,
Bb3HMKBALLA B XPOHMYHATa $a3a Ha MMOKapAuT, 3anaseHa JIK
bYHKLMA 1 OrpaHnyeH, NoAaTIMB Ha abnauna LMKaTpUKC, Moxe
[a ce uMa NpefBuA KateTbpHa abnaums Kato anTepHaTMBa Ha
ICD TepanusaTa cnef o6CcbxaaHe ¢ maumneHTa 1 Npu yciosue, Ye
Ca [OCTWUTHATM YCTAHOBEHU KPAHU TOYKU.

Mpodsxasa
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KaTeTbpHa abnayua B cneumanvnpaHmn LLEHTPOBe MOXe fja ce
nma npeasua npu peuunueHTn Ha ICD cbe cbpaeyHa capkou-
[03a, C peungmBmpalym, cumntomHm SMVT nnm ICD wokoBse 3a
SMVT, npu kouto AADs ca HeedeKTVBHM, NPOTUBOMOKa3aHN
VAW He ce Tonepupar.

BpopeHa cbppeuHa 6onect

Mpu nauneHTn ¢ BCB, npeactaBAwm ce c npoabmxutenHu VA,
Ce MpenopbyBa OLEHKA 3a OCTATbYHY JIE3UN UN HOBU CTPYK-
TYPHU aHOMaNuu.

Mpu n36panu naumnenTn c BCB (BKNIOUMTENHO NpeHacoyBaHe Ha
npeAcbpAHNA KPbBOTOK NPU TPaHCMO3ULUA Ha FofleMUTe apTe-
pun, onepauua Ha Fontan n aHomanua Ha Ebstein), npepcrasa-
wu ce cbe CA, TpsabBa fa ce 06MUCV OLEHKa 1 leyeHmne Ha SVT
c 6bp3a KamepHa NPOBOAVMOCT.

Mpwn nauneHTn ¢ kopekuna Ha TOF, nognoXxeHn Ha XxmpypruyHa
VAN TPaHCKYTaHHa cMAHa Ha 6enofpobHa Knama, Moxe Aa ce
MMa npeaBua NpefonepaTMBHO KaTeTbPHO KapTorpadupaHe
1 TpaHceKuna Ha VT-cBbp3aHnTe aHaTOMUYHN UCTMYCH Npean
VAU NO BpeMe Ha UHTepBeHLMATa.

Mpwn nauneHTn ¢ KopurupaHa TOF cbc 3ana3eHa GUBEHTPUKY-
napHa ¢yHKUMA 1 cumntomHa SMVT, kato antepHatusa Ha ICD
TepanuATa, MoXe fia ce UMa npefBuA KaTeTbpHa abnauua um
CbMBbTCTBALA XMPYPrnyHa abnauus, N3BbpLIEHa B cneynani-
3MpaHu LieHTpoBe.

WpnonaTtnuxo VF

MpenopbuBa ce nguonatmuHoTo VF fga 6bhe AnarHocTuympaHo
npu ouenenu ot BCA, 3a npeanounTtaHe ¢ AOKYMeHTUpaHe Ha
VF, cnep nskniousaHe Ha nognexatla CTPYKTypHa, KaHanona-
TUYHA, MeTaboNNTHA UM TOKCMKOOTMYHA eTUONOTUA.

Mpwn ngnonatnyHo VF TpA6Ba Aa ce B3eme npefBua MHPY3na Ha
N30MpPOTEPEHOs, BepanaMui U XMHUAH 3a OCTPO NeyeHne
Ha enekTpuyecka bypa nnu nostapawwm ce ICD paspagu.

XvHnanH TpsbBa fa ce B3eme NpeaBuA 3a XPOHMYHA Tepanus
3a MOTUCKaHe Ha eneKkTpuyecka 6ypsa munm nostapsawm ce ICD
paspagu npu ngnonatmyHo VF.

Moxe fa ce vma npeasBug KIMHWYHO M3cnefBaHe (@HamHesa,
EKT n EKI' c BUCOKM npeKkopananHu oTBeXAaHusa, TeCT C HaTo-
BapBaHe, EXOKAPAMOrpama) Ha CEeMenHM YIEHOBE OT MbpBa CTe-
MeH Ha NauneHTn c nanonatuyHo VF.

Mpu nauymeHT ¢ nanonatnyHo VF moxe Aa ce vma npeasua
reHeTMYHO M3CNefiBaHe 3a reHu, CBbpP3aHu C KaHanonatusa u
KapanomwuonaTua.

CuHapom Ha gbnrua QT uHtepsan

Mpn NauneHTn C KIMHWYHO AnarHoctuuympaH LQTS ce npeno-
pbuBa reHeTUYHO M3CNefBaHe U FreHeTUYHO KOHCYNTMpPaHe.

Beta-6nokepw, B naeanHua cnyyan HecenekTuBHM 6eTta-6noke-
pu (HaAONON MW MPONPAHOIION), CE MPENOPBYBAT NPV NALMEH-
71 ¢ LQTS ¢ pokymeHTMpaHo yabKaBaHe Ha QT nHTepBana, 3a
HaManABaHe Ha PYCKa OT apPUTMUYHU CbOUTUA.

MekcuneTvH e nokasaH npw nauueHTy ¢ LQT3 ¢ yabmkeH QT
NHTepBan.

Mpwn LQTS Tpab6Ba fa ce B3eme NpeaBuf n34nciaBaHe Ha apuT-
MUYHUA PUCK NPEAM 3anoYBaHe Ha Tepanua Ha 6a3aTa Ha reHo-
TUNa 1 NPoAb/IKMTENHOCTTa Ha QTc nHTepBana.

MmnnanTupaHeto Ha ICD Moxe da ce uma npensug npu 6es-
cumnTomMHM nauyuneHTn ¢ LQTS ¢ BUcokopuckos npodun (cnopea
Kaskynatopa Ha pucka 1-2-3 LQTS) B AonbJiHEHNE KbM CrieLu-
dUYHMTE 3a reHoTMMNa MeANKAMEHTO3HU Tepanuu (MeKCUneTuH
npwv nauveHTy ¢ LQT3).

PYyTUHHO AUarHoCTMUHO M3cnefBaHe C enHepPMHOBa NPOBO-
Kauma He ce npenopbuBa npu LQTS.

CuHapom Ha Andersen-Tawil

Mpodwixasa
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Mpy nauveHTn ¢ nNoposvpaH cuHapom Ha Andersen-Tawil ce XvuHuaunH B fonbaHeHne kbm ICD TpA6Ba Aa ce B3eme npeasma lla
npenopbysBa reHeTUYHO TeCTyBaHe. npu nauneHTu ¢ ERS ¢ peumpusmpaiyo VF.
MmnnaHTupaHe Ha ICD ce npenopbuyBa Npu NauueHTUM CbC Abnauua Ha KEC TpsabBa paa ce B3eme npeABuA Npu NauueHTy ¢
cuHppom Ha Andersen-Tawil cnef npekbcHat CA 1nv HeMoHo- ERS c noBTapswu ce enuzoan Ha VF, TpurepripaHu ot nogo6Hu lla
cMma npogbmkutenHa VT. KEC, KonTO He pearnpar Ha MeAULIMHCKO JieueHme.
CuHppom Ha Andersen-Tawil TpabBa aa ce B3eMe npeasug npu Mozxe fa ce nma NnpefBua reHeTUYHO U3ceABaHe Npy nauneH- I
naumneHTn 6e3 SHD, KOUTO MMaT Hal-MaNiko ABe OT cliefHuTe Tn c ERS.
ocobeHocTu: M 1D
oXe [ja ce Ma NpeABuA UMMAaHTpaHe Ha NN XUHWAVH
+ TMpomuHmpawy U BbaHM cbe unm 6e3 yabnxasaHe Ha QT vH- A [Py p A
TepBana lla npu nnua c ERP n aputmunueH cHkon n AOMbAHUTENHN PUCKOBU 11b
XapakTepucTuKm.
+ [iBynocouHu un/wnv nonumopdHm KEC/VT P P
+ OncmopdunyHn xapakTepucTukn MmnnanTupaHeto Ha ICD unu XMHUAWH MOXe Aa ce obmucnu
- [Nepuoanyna napanusa npw 6€3CUMNTOMHIN HAUBUAN, KOUTO AEMOHCTPUPAT BUCOKO- b
- KCNJ2 natoreHHa myTauus cbe 3ary6a Ha GyHKLMA. puckos ERPj npu Hanuume Ha GamunHa aHaMHe3a 3a HeoBsACHe-
Ha toBeHunHa BC.
Beta-6nokepu n/vnu dnekanHug cbe nnv 6e3 auetasonamug,
TpsAGBa Aa ce B3emaT NpeABUA NPY NALUEHTN CbC CUHAPOMA Ha lla KnnuHnyHa oueHKa He ce npernopbyBa PyTUHHO Mpu 6e3cumn-
Andersen-Tawil 3a neueHue Ha VA. ToMHU vua ¢ ERP.
ILRTps6Ba Aa ce B3emaT NpeABNA NPU NaLMEeHTN CbC CUHAPOMA lla MmnnaHTrpaHe Ha ICD He ce npenopbyBa Npu 6€3cCMNTOMHMN
Ha Andersen-Tawil 1 HEOBACHM CUHKOM. nauueHTy ¢ nsonupaH ERP.
MmnnaHtnpareTo Ha ICD moxe faa ce uma npefsua Npuv nauneH- CPVT
T CbC CUHAPOM Ha Andersen-Tawil, KONTo UMaT aHamHe3a 3a He- b
OBACHIM CUHKOM WAV CTPAAaT OT MOHOCUMa MPOABIKUTENHa VT, [eHeTMYHOTO M3cnefBaHe Y FeHETUYHOTO KOHCYNTMPaHe ca no-
Ka3aHv Npy MauMeHTU C KIMHUYHA CYcneKuna Uan KIMHUYHa
CuHppom Ha Brugada nvarHosa CPVT.
leHeTnyHOTO M3cnefBaHe 3a SCN5A reH ce npenopbyBa 3a Npo- Beta-6noKkepy, B MgeanHua ciydail HecenekTUBHM (Hagonon
6aHau c BrS. MAW NPOMpPaHOooN) ce NpenopbYBaT NPU BCUYKU MALMEHTH C
KNMHWYHa gnarHosa CPVT.
BrS TpA6Ba fia ce B3eme npeABuA NPy nauueHTn 6e3 apyro cbp- A
AeyHo 3abonsasaHe M nHAyumpaH EKT o6pas Brugada tun 1, Kou- Moxe fa ce ¥Ma npeABuUA NPOBOKALMA C enuHedpuH unm
TO MIMaT MoHe eiHO OT C/ieAHnTe: n3onpoTepeHon 3a AnarHoctTuumparHe Ha CPVT, koraTo TecTbT b
« ADYTMUWYEH CYHKOM U HOLLHO aroHanHo AvluaHe Illa C HaTOBAPBAHE He & Bb3MOeH.
» ®amnnHa aHamHe3a 3a BrS
« ®amunHa aHamHe3a 3a BC (8b3pacT <45 rofuHu) c otpulaten- CnHapom Ha KbcnAa QT nHTepBan
Ha ayToncus 1 CbMHUTENHY 3a BrS obcTonTencraa. TeHeTUYHOTO 13CNeaBaHe e MoKa3aHo NPU NaLVeHTH C AnarHo-
MmnnaHTrpaHeTo Ha GPMMKOBO 3aMnMCBaLLO YCTPONCTBO TpAbBa lla 32 5QTs.
[la ce B3eme npeABvA Npu NaumeHTn ¢ BrS ¢ Heo6ACHUM CHKOM. SQTS TpA6Ba Aa Ce MMa NpeaBMA NPV Hanuume Ha QTc <320 ms. lla
BrS moxe fa ce vima npefBWA KaTo AnarHosa npuv naumeHTmn 6es SQTS TpabBa Aa ce Bleme npe;BuA Mpu Hanuuve Ha QTC
LpYro cbpAeyHo 3abonaBaHe, KOUTO ca C MPOABEHa MHAYLMpPa- 119 >320 ms 1 <360 MSs 1 apUTMUYEH CUHKON. lla
Ha EKT Tun 1 Ha Brugada.
ILR TpA6Ba Aa ce B3eme npeasug npv mnaan SQTS naymeHTu. lla
PES moxe fia ce uma npefBua Npy 6€3CUMNTOMHU NaLMEHTN b
CbC CnoHTaHHa EKT Tun | BrS. MmnnanTupaHe Ha ICD Tpsa6Ba Aa ce B3eme npeasug npu SQTS la
NauneHTN C aPUTMUYEH CUHKOM.
He ce npenopbuBa TECTHT C 6/10KEP Ha HAaTPUEBUTE KaHaNW Npu
nauuMeHTy ¢ NpefecTsally 06pa3 Tvn | Ha Brugada. SQTS moxe Aa ce UMa Npeasma Npw Hananyme Ha QTc 2320 ms u b
<360 ms n pamunHa aHamHe3a 3a BC Ha Bb3pacT <40 roguHu.
He ce mpenopbuBa KaTeTbpHa abnaumsa npu 6e3cMMnTOMHN
nayueHTm ¢ BrS. XvHMANH MoXe fa ce obMmcnv npu (a) naumeHTn cbe SQTS, Kou-
TO OTrOBaAPAT Ha ycnoBusATa 3a ICD, HO MMaT MPOTUBOMOKa3aHue m
CnHApOM Ha paHHa penonApusaymna 3a |CD unu ro otkasgart, 1 (b) nauneHTn c 6escumntomen SQTS n
Mpenopbysa ce ERP fa ce guarHocTuMpa KaTo enesauus Ha $amunHa aHamHesa 3a BCC.
J-Toukata =1 mm B ABe CbCeAHW AONHU U/unu natepanHu EKIM M130MpoTepeHoN MOXe fja ce MMa NPeaBUg NP NaLueHTu Cbe e
OTBEXAaHUA. SQTS c enekTpuyecka 6yps.
Mpenopbusa ce ERS fa ce anarHocTnumpa npu naymeHT, peaHu- W36pann nonynayum
MUpaH oT HeobAcHMa VF/PVT npu Hanuume Ha ERP.
MpenopbuBa ce CNOPTUCTU, ANATHOCTULIMPAHY CbC CbPAEYHO-
MmnnanTipaHeTo Ha ICD ce npenopbysa Npu NaLmeHTy ¢ ana- - Cbf0BO 3a60nABaHe, CBbp3aHo cbc BCC, fa 6baaT nekyBaHu Cb-
rHosa ERS, konto ca npexusenn CA. rMIAaCHO HACTOALMTE MPEMNOPBKM 33 AONYCTUMOCT Ha CMOPTOBe.
Mpu xepTsa Ha BCC ¢ oTpuLaTentyn aytoncus n npernes Ha TpA6Ba Aa ce B3eme NpeABUA NPOABIKABAHE Ha GeTa-Gnoke- |
MefuuUuHCKoTo pocme, n EKI npean cmbpTTa, AeMOHCTpUpalla lla puTe Mo Bpeme Ha 6peMeHHOCT nNpu xeHn ¢ ARVC.
ERP, TpabBa na ce B3eMe npefsug anarHosata ERS.
MepopaneH MeTONPOO, NPONPaHOSIOS UY Bepanamu Tpso-
PopHuHM OT MbpBa cTeneH Ha nauuneHTn ¢ ERS Tpabsa ga 6baat Ba 42 Ce MMaT NpeaBUA 3a AbATOCPOUHO NeUeHMe Ha NANONa- lla
MOANOKEHN Ha KIIMHNYHA oueHKa 33 ERP ¢ gonbiHuTenHn Bu- Ila TWUHa NPOABbAKMTENHa VT MO Bpeme Ha 6peMeHHOCT.
COKOPVICKOBM XapaKTepucTuku’
TpabBa fa ce B3eme npeaBug KateTbpHa abnauyms ¢ M3nons-
ILRTpA6Ba Aa ce vma npeaBsnA Npu nnua ¢ ERP v noHe eaxa puc- lla BaHe Ha HednyopOCKOMNCKU CUCTeMM 3a KapTorpadupaHe, 3a
(O G PESIE L IULER UL GIRIAILATAI L] ClhTz o, npeanoynTaHe cnef MbpBYA TPUMECTbP, NPU XKeHU CbC CUAHO lla
MHdy3na Ha nsonpotepeHon TpabBa fa ce B3eme npeasug npu la CMNTOMHa peuvanerpalla SMVT, kouTo ca peppakTepHN Unm
naumeHTy ¢ ERS ¢ enekTpudecka 6yps. KOUTO MMaT HenmoHocnMocT KbM AAD.
Mpodwvnxasa Mpodwsixasa
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Mpu n36paHn TpaHCNAAHTUPAHWU NaLUMEHTUN C BaCKynonaTua Ha
CbpAeyHnA anorpadT UK NeKyBaHO OTXBbPAHE MOXe Aa ce b
1MMa npeaBuAa UMnnaHTMpaHe Ha ICD.

Mpu naymeHTV B HanpeAHana Bb3pacT, MPU KOUTO He Ce OYaK-

Ba non3a ot gedubpunatopa nopagm Bb3pacTtta Ha MaureHTa

1 CbMbTCTBALWMUTE 3a60/1sBaHNSA, MOXE [a Ce B3eMe npensus 119
nporyckaHe Ha uMriaHTauuaTa Ha ICD B pamMKuTe Ha MbpBUY-

HaTa NpodunakTnKa.

AAD, aHTMapuTMnuHo nekapctBo; ACE-Is, MHXMOUTOPM Ha aHTMOTEH-
3UH-KOHBEPTMpawma eH3um; AED, aBTomaTvyeH BbHLWeEH aedubpu-
natop; ARBs, aHrMoTeH3uH peuentopHu 6nokepwu; ARNI, aHrmoTteH-
3VH PeLenTopHY HenpuUNM3NHOBM UHXM6UTOPYK; ARVC, apuTmoreHHa
[ecHokamepHa KapguomuonaTtus; ATP, aHTUTaxukapaeH nencuHr; AV,
aTpuoBeHTpuKynapeH; BBR-VT, 6egpeHa pUeHTPU KamepHa Taxukap-
auvs; BrS, cunppom Ha Brugada; CA, cbppaeueH apect; KAB, KopoHapHa
apTepuanHa 6onect; KA, Kanuuesu aHtaroHucTy; BCB, BpogeHa cbp-
neyHa 6onect; CMR, cbpfeyeH marHuteH pesoHaHc; KNP, kapanonyn-
MOHanHa peaHumauyus; CPVT, kaTexonammuHepriyHa nonumopdHa Ka-
MepHa Taxukappaua; CRT, cbpaeyHa pecuHxpoHu3upala Tepanus; DC,
npas Tok; JKMT1, gunaTtatneBHa Kapanomuonatus; EKI, enektpokapaun-
orpama; N®, ¢ppakuma Ha nstnacksaHe; ERP, 06pa3 Ha paHHa penonsa-
pu3auuns; ERS, cuHapom Ha paHHa penonapwusaumsa; XKMI, xunepTpo-
duuHa Kapanomuonatus; XHOKMII, xunokuHeTMYHa HepaunaTaTMBHa
Kapanommonatus; ICD, umnnaHTupyem Kapanoseptep aedubprnaTop;
ILR, mnnaHTpyemo 3anuceatlo ycTponcTeo; LGE, KbcHO ragonnHmneso
ycunsaHe; LMNA, namuH A/C; LQTS, cuHapom Ha yabixeH QT nHtepsarn;
JIK, naBa kamepa; JIKN®, neBokamepHa ustnackeawa ¢pakuus; LVNC,
HEeKOMMAKTHOCT Ha NifiBaTa Kamepa; MU, mrokapgeH nHpapkt; MRAs,
MWUHEepPankopTUKOUAHM peLenTopHu aHTaroHncTy; NSVT, Henpoabnku-
TenHa KamepHa Taxukapana; NYHA, Hiolopkcka cbpaeyHa acounaums;
OHCA, n3BbHOONMHUYEH cbppeueH apecT; OMT, onTumanHa meauka-
MeHTO3Ha Tepanus; PES, nporpamvpaHa enekTpuyecka cTUMynauus;
KEC, kKamepHa ecTpacucTona (MpexaeBpemMeHeH KamepeH KOMMEKC);
RCM, pectpuktuBHa kapamnomuonatus; RVOT, nsxopaw TpakT Ha aAc-
Ha Kamepa; BCA, BHe3aneH cbpaeyeH apect; BCC, BHe3anHa cbpaeyHa
cMbpT; BC, BHe3anHa cMbpT; SGLT2, HaTpreBOo-rNioKO3eH KO-TpaHCnop-
Tep 2; SHD, cTpyKTYpHO cbpAeyHo 3abonsasaHe; SMVT, npoabikutenHa
MOHOMOpP$Ha KamepHa Taxnkapaus; SPVT, npoabaxuTenHa nonmmop-
dHa kamepHa Taxukapgus; SQTS, cnHapom Ha kbcua QT mHTepBan;
SVT, cynpaBeHTpuriKynapHa Taxukapaus; TOF, TeTpanorua Ha Fallot; VA,
kamepHa aputmus; VF, kamepHo mbxaeHe; VT, KamepHa Taxukapaus;
WCD, npeHocum KapgnosepTep aedprnbpunatop-xKunetka.

@ TbProBCKM LLEeHTPOBE, CTAAMOHM, CMIMPKI Ha FPafCKUA TPAHCMOPT, Ka-
3UHa.

2 Heunpyunpyemoct Ha VT 1 enMMUHMPaHe Ha eneKkTporpamu, CboT-
BETHU Ha 3a6aBEHO NpoBeXaaHe.

€ BKNoUMTENHO, HO He Camo, NO-HanpeaHana Bb3pact, MopdoNorus Ha
neceH 6egpeH 6nok (4Bb), SMVT cboTBeTHa Ha pUeHTpuU.

g MpecuHkon nnu cbpuebureHe, npegnonarawm VA.

€ Mpenopbkn Ha ESC 2020 r. 3a cnopTHa KapAuonoris 1 ynpaxHeHNs
npyv NaUMEeHTN CbC CbPAEYHO-CbAOBY 3abonABaHnA.4

fHa 6azara Ha HCM Risk BCC: https://doc2do.com/hcm/webHCM.html
9 lepuHnpa ce KaTo HEBBH3MOKHOCT 33 NMOBULLABAHE HA CUCTONTHOTO Ha-
nAaraHe ¢ Hain-manko 20 mmHg oT NOKoW 10 MMKOBO HaTOBapBaHe naun
cnag ¢ >20 mmHg oT NMKOBOTO HanAraHe.

h B3 ocHosa Ha ckopa 3a HCM Kid Risk: https://hcmriskkids.org

l QakTopy, daBopusnpalym mmniaHTupaHeto Ha ICD: Bb3pact,5,6,11
ekcnaH3ua Ha CTG,6-9,13,16 BC unn dammnHa aHamHesa 3a BC,5 aHoma-
nun Ha EKT nposogumocT,16 yabnkasaHe Ha PR,13 JIBB,5 npeacbpgHu
apuTMuK,6,16 HenpoabmkuTenHa KT,5 JIK anchyHKuma,17 CTpYKTYpHU
aHomanum B CMR.14,15,18

) Bucokoprickosu xapaktepucTtukim Ha ERP: J BbAHN >2 mm, AUHAMUYHY
npomeHu B ToukaTa J n mopdonorusaTa Ha ST cermeHTa.

E Bucokopuckos ERP: pammnHa aHamHe3a 3a HeobsicHeHa BC <40 rogu-
HU, bamunHa aHamHe3a 3a ERS.

BTopaTta uyacT Ha MpenopbKuTe e CTPYKTYprpaHa cropen
cneyndryHOTO 3a OonecTTa NleyeHne 1 OCUrypsaBa JOMbIHU-
TENIHO ChbAbPXKaHMe Ype3 Bpb3Ka C aKTyanm3mpaHaTa riaBa Ha
1 ESC CardioMed. CrpaTudukauyaTta Ha pucka, npeBeHuuaTa
Ha BCC, neueHueTo Ha VA 1 nogxoabT KbM UjIeHOBETE Ha ce-

MEeNCTBOTO Ce pasrfiexpar no cucteMeH HauuH. lMpeactaBeHn
ca nokasaHuATa 3a CbpAeYHO-MarHuTeH pesoHaHc (CMR), reHe-
TUYHO M3C/efBaHe N akTyann3npaHn NoKasaHuA 3a KaTeTbpHa
abnauus Ha KamepHU apuTMKK. 3a 6oNecTHUTE eANHMLN ca Npe-
JOCTaBeHn 6110K-cxemu, 0606LLaBaLyM paboTHMA Npouec 3a Au-
arHoCTVKa 1 NledeHue. L|BeToBOTO KoaupaHe Ha 6/10K-cxemuTe
OTpa3ABa Kjlaca Ha NpenopbyaHMA NoAXo4 CbrMAcHO Te3u npe-

MOPBKYM 1 APYrU npenopbki Ha ESC.'3

Ta6bnuua 5: MpomeHun B npenopbKute ot 2015

KopoHapHa apTepuanHa 6onecr

Mpu naureHTN cbe crHKon v Npegwectsaw STEMI,
PES e noka3saHa, KOrato CMHKOMbT OCTaBa HEOOSAC-
HUM Cnef HeVHBa3MBHaA OLEHKa.

Tpn6Ba Aa ce B3eme NpefBUA HTPABEHO3HO feve-
HVe C aM1OZAPOH MPW NALMUEHTM C peumanBupaLLy
PVT/VF npe3 octpata ¢pasa Ha OKC.

Mpu nauymeHTn ¢ KAB, KONTO OTrOBapAT Ha ycso-
BUATa 3a MMmnnaHTupaHe Ha ICD, moxe aa ce B3eme
npeaBua KateTbpHa abnauna HEenocpeacTBEHO
npeaun (Mnn BegHara cnep) umMnnaHTMpaHe Ha ICD,
3a [la ce Hamanu nocnefBaLoTo obpemeHsaBaHe ¢
VT un ICD wokose.

KEC-uHayumpaHa Kapaunommonarus

Mpn nauneHTV C KapguMomuonaTus, 3a KoATo ce
noao3npa, Ye e NPUYMHEHa OT YecT 1 NpPeaum-
HO MoHoMopdHYK KEC, ce npenopbyBa KaTeTbpHa
abnauws.

OKMI/XHAKMI

WmnnanTaumsa Ha ICD TpabBa aa ce B3eme npeasug
npwv naumenTn ¢ AKMM/XHAKMII, cumntoMHa cbp-
neyHa HepgocTtaTbuHocT (NYHA knac lI-11l) n NKNO
<35% cnen =3 meceya OMT.

KaTeTbpHa abnauusa B cneunanvavmpaHy LeHTpoBe
TpA6Ba Aa ce B3eme npeasva npv nayneHTr ¢ AKMIN/
XHAKMI n nosTapAwm ce, cumnToMHn SMVT unmn
ICD wokoBe 3a SMVT, npu konto AADs ca Heedek-
TUBHW, NPOTUBOMOKA3aHW U He Ce MOHACAT.

ARVC

MmnnaHTrpaHe Ha ICD Tpsabea aa ce B3eMe npeg-
BUA NPV NaumeHTn cbe curypHa ARVC n aputmu-
YeH CUHKOM.

MmnnaHTrpaHe Ha ICD Tpsab6ea aa ce nma npeasug
npu naumeHTn cbe curypHa ARVC n Texka JK nnn
JIK cuctonHa guchyHKuma.

Bb3nanutenHun 6onectun

Mpy naumeHTN C XeMoAMHAMWUYHO HemoHoCMMa
SMVT, Bb3HUKBalla B XpOHMYHaTa dasa Ha Mu-
OKapAuT, ce npenopbyBa MMMNIaHTupaHe Ha ICD.

MmnnaHTrpaHe Ha ICD ce npenopbyBa Npwv NaumeHT
CbC CbpAeYHa capkorpaosa, kouto ca c JIKU® <35%.

MmnnaHTrpaHe Ha ICD ce npenopbyBa Npuv NaumeHTn
CbC CbpAeyHa capkonposa, Kouto (1) umat JOKyMeH-
TUpaHa npogbkutenHa VT nnm (2) npekbcHat CA.

Mpy naumeHTV CbC CbpheYHa capkonposa, KoUTo
MMaT MokasaHMe 3a MOCTOAHHa CbpAevyHa CTu-
Mynauus, cBbp3aHa C BUcoKocTeneHeH AV 60K,
TpsAbBa Aa ce obmucay nMnaaHTupaxe Ha ICD, He-
3aBucumo ot JIKNO®.

2015

llb

1ib

Ilb

Ilb

Ilb

119

Knac

2022

lla

Ilb

lla

Mpodsxasa
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Mpy nauneHT ¢ KapgmomuonaTtua Ha Chagas u
cumnTomHa VT, npu Kouto AAD (@muopapoH v be-

lla 11b
Ta-6510Kkepu) ca HeeHEKTVBHN UNKN He Ce MOHACAT,
MO>e [ia ce Ma NpefBua umnnaHTupaHe Ha ICD.
BCBb
Mpwu naumeHTn cnep Kopekuus Ha TOF 6e3 cumnTo-
MW Ha apUTMUA, HO C KOMBUHALMA OT JPYr PUCKO- la b

B dakTopK,? MOXKe fja ce Ma NpefBUA eNekTpo-
¢dusmonornyHa oueHKa, BkaounTenHo PES.

Mpwu naunenTn c BCb n peungmsmpalym, cumntom-
HY SMVT vnu ICD wokoBse 3a SMVT, KouTo He moraT
fa 6bAaT NekyBaHW C MefMKaMeHTO3Ha Tepanus
nnu npenporpammupaxe Ha ICD, Tpsa6Ba ga ce B3e-
Me npefBuA KaTeTbpHa abnauyus, M3BbpLUEHa B
cneumnanv3npaHn LeHTpoBe

n'prIII"IHO eJleKTpunyecko 3abonABaHe n |n36pauu| nonynauvn

MmnnantupaHeto Ha ICD ce npenopbuBa npwu
nauneHTn ¢ LQTS, KOUTo ca CUMNTOMHU®, OKATO
nonyvasat 6eta-6nokepu 1 cneyndryHn 3a reHo-
TUMNa Tepanun.

MmnnaHTrpaHe Ha ICD Tpabsa aa ce B3eme npeg-
BMA npu naumeHtn ¢ CPVT, Kouto npexmBaABaT
APUTMUYEH CMHKON 1/WNIN AOKYMEHTMPaHa ABYMo-
coyHa/lNKT, pokaTto ca Ha Hai-BrcoKaTa NOHOCMMa
f03a 6eTa-6n0Kep 1 Ha dnekavHUg.

Tpsab6Ba aa ce B3eMe npefABui CbpAeYHO-CbAOBA
OLIeHKa MpW CbCTe3aTesHN aTieTu Npeamn yyacTu-
€To UM.

KaTeTbpHa abnauyua Ha Tpurepupatwa KEC n/vnn

RVOT envkappeH cybcTpaT TpabBa fa ce B3eme

npeasua Npu nauuneHtn ¢ BrS ¢ peuyunansmpam b lla
MoTuBMpaHu ICD WwokoBe, peppakTepHn Ha NeKkap-

CTBeHa Tepanus.

LCSD Tpsa6Ba fa ce B3eme npefBuA npvi nauneHTu

¢ anarHo3a CPVT, korato KombuHauusaTa ot 6eTta-

6nokepy 1 GneKkamHMA B TepaneBTUYHN J03U He e I1b Ila
edeKTUBHa, NN He ce MOHACHA, UK e NPOTNBOMO-

KasaHa.

AAD, aHTMaputMnuHo nekapctBo; OKC, oCcTbp KOpPOHAapeH CUHAPOM;
ARVC, apuTMoreHHa gecHokamepHa Kapauomuonatus; AV, aTproBeH-
TpuKynapen; BrS, cuigpom Ha Brugada; CA, cbpaeueH apect; KAB, kopo-
HapHa apTepuanHa 6onect; BCh, BpogeHo cbpaeyHo 3abonasaxe; CPVT,
KaTexonaMuHeprnyHa nonmopdHa KamepHa Taxukapaus; AKMM, guna-
TaTuBHa Kapauomwuonatua; XHOKMII, xvnoknHeTnyHa HeaunataTvBHa
Kapauomwuonatus; ICD, umnnaHTupyem KapavnosepTep Aedunbpunatop;
LCSD, neBocTpaHHa cbpAeyHa cumnaTmkoBa AeHepsauus; LQTS, cnHa-
pom Ha yabmxkeH QT nntepsan; JIK, nasa kamepa; JIKUD, neBokamepHa 13-
TnackBaLa dpakuyms; NYHA, Hioinopkcka cbpaeyHa acoumaums; OMT, on-
TUManHa MeanKameHTo3Ha Tepanus; PES, nporpammpaHa enekTpunyecka
ctumynauums; KEC, kamepHa ekcTpacuctona; PVT, nonumopdHa kamepHa
Taxvkapausa; K, aacHa kamepa; RVOT, nsxopsiy TpakT Ha AACHa Kamepa;
SMVT, npoab/kutenHa MoHoMmopdHa KamepHa Taxukapaws; STEMI, mu-
okappaeH nHdapkT ¢ eneBauua Ha ST; TdP, torsade de pointes; TOF, TeTpa-
norus Ha Fallot; VF, kamepHo mbxaeHe; VT, KamepHa Taxmkapans.

@ [ipyru puckoBm GpakTopm BKKOYBAT ymepeHa anchyHKuyus Ha K unu
JIK, o6wupeH K unkatpuke npyu CMR, npoabmkutenHocT Ha QRS =180
ms 1 Texkka QRS pparmeHTayms..

® ApUTMUYEH CUHKOM MW XeMOANHAMUYHO HenoHocuma VA.

[pyra HoBa KOHLIeNLMA B TO31 AOKYMEHT e TabnvuaTta Ha io-
KazaTencreaTa (BuKTe JonbaHUTENHWN AaHHW). M3nuTBaHmATa 1
npoyuBaHuATa, M36paHun B NoaKpena Ha AajieHa NpenopbKa, ca
ONMCaHN CUCTEMATMYHO B TabnunuaTta Ha AoKasaTencTBaTta cnen
BHUMaTeNeH Npernes Ha HalMyHUTe JaHHU 1 NPUIoXeHaTa me-
TOLONOrMA, KaTo ce AaBa NPUOPUTET Ha CTaTuM, NyO6NKyBaHU
cnep 2015 r. lMpenopbKuTe € foKkasaTtencrseHo HMBO C, KOMTO

He ca MpuApPY»eHn OT CnpaBKa, ca NOAKPerneHn oT Ta3u rpyna
eKkcnepTy. 3a Aa ce MOMOTHE Ha fleKapuTe B TAXHATA eXefHeB-
Ha KMMHWYHA NPaKTVKa, AMAarHOCTUYHWTE W TepaneBTUUYHUTE
npoueaypw ¢ obelaBalla non3a, 06MKHOBEHO KnacudbuumnpaHm
KaTto knac llb, HO 3a KOWTO [OKa3aTencTBaTa Ca OrpaHUYeHn 1
TPYLHY 33 cbbUpaHe B 61113Ko 6belle, CBbp3aHKTe NPenopbKu
Ca AafieHn He camMo Mo onurcaTeneH HaumH, HO ca 1 U3bpoeHn B
npenopburTenHata Tabnmua.

3. OeduHuunn

3.1. NMoaBuaoBe KAaMepHN apUTMNN

lpexoespemeHeH kamepeH komniekc (PVC) [kamepHa ekcmpacuc-
mona (KEC)]: MpexaeBpemeHHa nosea Ha abHopmeH QRS Kom-
nnekc (TMNUYHa NPOABIMKUTENHOCT =120 ms, cboTBeTCTBALLA
T-BBbAHA TUNUYHO LWIMPOKA M B 06paTHa NOCOKa Ha OCHOBHOTO
oTKnoHeHue Ha QRS, HAMa NpegwecTBalwa P-BbnHa).

YHughokanHu unu moHomopgpHu KEC: KEC c egHakBa QRS mop-
donorus.

Mynmudokantu, mynmugopmHu unu nonumopgpHu KEC: KEC
¢ pasnuuHm QRS mopdonorun.

PaHHa KEC (KEC ¢ kvc kynnupaw, uHmepgan): KEC, koato npe-
KbcBa T-Bb/HaTa Ha NpeALecTBalyaA NpoBeAeH KOMMeKC.

KamepHa maxukapous (VT): =3 nocnepoBaTenHu ygapa c
yecTtoTta >100 b.p.m. Nnpousxoxagawm oT Kamepute, He3aBUCK-
MU OT NpeAcbpAHaTa NPOBOAMMOCT 1 NPOBOAMMOCTTA Ha aTpu-
OBeHTpuKynapHua (AV) Bb3en .

HenpoodwsnxumenHa kamepHa maxukapous (NSVT): NMopepn-
La OT nocnefoBaTesIHN KaMepHU yaapu, npoab/ixkasaliy ot 3
yaapa go 30 s.

MonomopgpHa kamepHa maxukapous (MVT): EgHa n cbla
QRS mopdonorus mexay Bceku ygap.

MonumopgHa kamepHa maxukapous (PVT): HenpekbcHaTo
npomennuea QRS mopdonorus.

MpodwmxumenHa MoHoMopgHA/nonumopgHa kamepHa ma-
xukapous (SMVT/SPVT): VT npogbnKasalya Hain-manko 30 s unm
KOATO M3MCKBA UHTEPBEHLMSA 3a MPEKbCBaHe.

JlsynocouHa kamepHa maxukapous: anTepHUpaHe Ha enek-
TpuueckaTta oc Ha QRS BbB PppoHTaNHaTa paBHUHA OT yAap Ha
yaap (Hanp. npu KatexonaMuUHepruyHa nonvmopdHa KamepHa
Taxukapausa [CPVT], Andersen-Tawil, LUroKCMHOBA TOKCMYHOCT,
OCTbP MUOKapANT).

KamepHa maxukapous torsades de pointes (TdP): Mogsug no-
numopdHa VT B KOHTeKCTa Ha yabmkaBaHe Ha QT vHTepBana ¢
HenpekbcHaTo nNpomMeHAwM ce QRS KoMnnekcun, KOUTo NPUNn-
yaT Ha Crnrpana OKOJIo OCHOBHATA JIMHWA Ha enekTPoKapano-
rpamarta (EKI) noa ¢opmata Ha cmHycoumpa.

KamepHo mwx0eHe (VF): XaoTUYeH pUTHbM C BbTHOOOPa3HU
KonebaHUs,, KOUTO Ca HeMnpPaBWIHU MO Bpeme 1 Mmopdonorus,
6e3 pasrpaHuyeHy QRS Komnnekcy Ha NoBbPXHOCTHaTa EKT.

Enekmpuyecka 6yps: VA, KoAaTo ce nosssBa 3 unu noseve
MbTU B pamKuTe Ha 24 h (pa3feneHn oT Hall-maniko 5 min), BCAKa
OT KOMTO M3UCKBa NpPeKbCBaHe Ype3 MHTEPBEHUNA.

HenpexkscHama VT: TpaliHa npoabmxuTenHa VT, KoATo peuu-
AvBMpa 6bP30 BbMNPeKN NOBTOPHUTE NHTEPBEHLMU 3a NPEKbC-
BaHe B paMKM1Te Ha HAKOMKO yaca.

3.2. BHe3anHa cbpaeyHa CMbpPT

BHesaneH copdeyeH apecm (BCA): BHe3anHo cnvpaHe Ha Hop-
MasnHaTa CbpAeyHa AeNHOCT C XeMoANHaMUYeH Konanc.



16

Mpenopbku Ha ESC

BHezanHa cevpdeyHa cmepm (BCC): BHe3anHa ecTecTBeHa
CMDBPT, 32 KOATO Ce Mnpeanosara, Ye e oT CbpAeYHa NpUYrHa,
KOATO HacTbnBa B paMKuTe Ha 1h OT HayanoTo Ha cUMNATOMU-
Te, KOraTo Uma cBupeTenu, 1 B pamkute Ha 24 h ot nocnegHoTo
BMXAaHe XMB, KoraTo He e nmano ceugeten. BCC B cnyyanTe Ha
ayToncuA ce onpefena Kato ecTeCTBeHa HeoyakBaHa CMbPT MO
Hen3BeCTHa UK CbpheyHa NpuYnHa.

BHe3anHa HeobAcHUMA CcMBpm: HeOobACHMMA BHe3arnHa
CMBbpPT, HaCTbNBaLla NPV MHANBWA Ha Bb3pacT Hag 1 rognHa.

CuHOpoMm Ha 8He3anHa Kepmavecka cmepm (SIDS): HeobAc-
HMMa BHe3arnHa CMbPT, HAaCTbMBaLLa NPY JeTe Ha Bb3pacT MNog
1 rognHa c oTpuLaTenHa NaTonorMyHa u TOKCUKONIOrMYHa OLEeH-
Ka 1 oTpuuaTenHa cbebHoMeaNLMHCKa eKcrnepTHa OLeHKa Ha
obcToATencTeata Npu CMbpTTa.

CuHOpoMm Ha eHe3anHa apummuyHa cmepm (SADS): Heobac-
HMMa BHe3anHa CMbPT, HaCTbMNBaLla Npu NnLe Ha Bb3pacT Hag,
1 rognHa c oTpuLaTenHa NaTonorMyHa n TOKCUKONIOrMYHa OLEeH-
Ka. 3abenexka: CUHOHV/M Ha ,BHe3anHa HeobACHMMa CMBPT C
oTpuuaTenHa aytoncma”.

3.3. CuHkon

HeobsacHUM cuHkon: npexofHa 3aryba Ha Cb3HaHWe nopaau Lepe-
6panHa xvnonepdysns, xapakTepusvpallia ce ¢ 6bp30 Havano,
KpaTka NPOAbIPKUTENHOCT 1 CMOHTaHHO Mb/IHO Bb3CTaHOBABaHE, HO
HeobACHeHa cnef KOHBEHUVOHANHN AVArHOCTUYHW U3CeABaHNA.
W3cnepgaHuaTa n gudepeHumanHaTa ArarHo3a ca NpefocTaBeH B
Mpenopbku Ha ESC 2018 1. 33 AMArHOCTUKA 1 leYeHe Ha CUHKon.!

ApummuyeH CUHKON: KaKTO MO-rope, HO CUHO Moao3puTe-
NeH 3a UHTepMUTEHTHa 6paanKkapamnsa, 6bp3a HagKkaMepHa Taxu-
Kapaua (SVT) nnm VA.

3.4. CneuynannsnpaHun LLeHTpoBe

MynmuducyunnuHapHu mumose: MynTMaANCUUNANHAPHUAT TUM
C pa3fIyHN CNeLManHOCTM Ce XapaKTepunamnpa ¢ OTBOPEHA KO-
MYyHWKaLWA, NONOXNUTENHO YNpaBieHve 1 TMAepCcTBO, MOAXOAA-
LM pecypcu n KombuHauma oT ymeHus. BsemaHeTo Ha pelueHmns
TpabBa fa 6bAe cnofeneHo B TUMa.

CneyuanusupaH yeHmop 3a kKamemwpHa abnayus Ha VA: Mauu-
€HTBT U CJIOXKHOCTTa Ha NpoLeAypaTa BapypaT B LUMPOKU rPaHULI.
HAkoun naumeHTn ce HYXX[aAT OT NO-OMUTEH ONepaTop U LeHTbP
C noBeye Bb3MOXHOCTU, KOETO € MO-BEPOATHO MNPV NauUMEHTU C
HencxeMmnyHa etronorus. CneunanmsnpaHnaT LEHTbP Ma NOHe
e[lMH onepaTop C NOAXOAALL MHTEPBEHLMOHEH OMUT, KOVTO MOXe
Ja e HeobxoaMmuM 3a ycrnelHa npoueaypa (Hanp. nepkyTaHeH
envKapaeH JocTbn). B LeHTbpa ce n3BbpLUBa PEAOBHO KaTeTbp-
Ha abnauma Ha VT npu cTpyKTypHO CcbpaeyuHo 3abonasaHe (CCH).
B jonbriHeHWe, LeHTbpbT pa3nosnara ¢ HeobxoanMmnTe pecypcu 3a
fleyeHrie Ha MeVUMHCKN CbCTOAHUA, CbMbTCTBALLM 3a60NsBaHUA
1 NOTEHLMANHWN YCNOXHEHWA NPY NaLMEHTH, MOASIOMEHWN Ha CNOX-
Ha VA abnauus; ToBa BK/OUBA MHTEPBEHLIMOHHA KapANoormyHa
eKCrnepTn3a, CreLHO MOCTaBAHE Ha MeXaHWYHM YCTPOMCTBa 3a
nognomMaraHe Ha KpbBoobpalleHMeTo 1 KapAroTopaKaliHa Xupyp-
rMyHa nogkpena. imalikn npeasug pasnMyHaTa JOCTBMNHOCT B €B-
pOnencKnTe CTPaHu, 3a NPeANoYMTaHe e CIIOKHUTE NaLMeHTH Aa
ce NIeKyBaT B Hali-ONMUTHUA LIEHTBbP Ha Pa3yMHO pa3CTosHue.

3.5. leHeTHKa

MamoeeHeH 8apudaHm u 8epoSIMHO NAMo2eHeH 8apuaHm: AMepriKaH-
CKUAT KOMEX MO MEeAMUMHCKA reHeTVKa e NpefoCcTaBu paMka 3a

TbJIKyBaHe Ha MPUYUHHO-CNIeACTBEHATA Bpb3Ka Ha 3abonABaHETO
ype3 reHeTNYHW BapyaHTW, CTaHAAPTU3NPaHM B Knacose. leHeTny-
HUTE BapUaHTK, KOUTO € HaN-BePOATHO Aa MPUYMHAT CBbpP3aHO 3a-
6onsBaHe, ce Hapuyat V, ,natoreHHn” n IV, ,BEpOATHO NaToreHH".

Mymayus: To3n TepMrH ce N3N03Ba B TO3U JOKYMEHT 3a 03-
HayaBaHe Ha BapmaHT knac IV unn V.

Bapuanm c HecuzypHo 3Ha4eHue: [pomaHa B nocnepgosarten-
HOCTTa Ha reHHaTa fie30KcMpuboHyKnenHoBa KnucenuHa (AHK),
KOATO MMa Hen3BecTeH epeKT BbpXy 34paBeTo Ha YOBEK.

4. Ennpemuonoruvsa Ha
BHe3anHaTa cbpAeYyHa CMbpT,
ob6LecTBeHa 0CBEJOMEHOCT N
cTpatudunKayunsa Ha pucKa

4.1. YectoTa Ha BHe3arnHa cbpAeyHa
CMbpT

BCC npepcraBnasa npunbnnsutenHo 50% oT BCUUKN CbPAEYHO-Cb-
[OBM CMbPTHY Clyyau, KaTo o 50% ca mbpBaTa NposABa Ha Cbpaeuy-
Ho 3abonsasaHe.'*2* B ngeanHus ciydaii cycnektHute 3a BCC cnyuva-
nTe, TpA6Ba fa 6bAaT MAEHTUPMLMPAHM OT NOBeYe N3TOYHULN 1 fa
6bAaT MOAJSIOKEHM Ha Ay TOMCUA, KOATO € HeOOXOAVMa 3a HaAeXKAHO
N3KJIIOYBaAHE Ha He-CbPAEYHM NMPUYMHM 33 BHe3amnHa cMbpT (BC).

YecTotata Ha BCC HapacTBa nogyeprtaHo C Bb3pacTTa. OT
MHOFO H/CKa YeCToTa Npu KbpmayeTa 1 gela (1 Ha 100 000 yose-
Ko-roauHu), 2>27 yectotaTta ctaBa npubnn3mTenHo 50 Ha 100 000
YOBEKO-TOANHW NPV UHAMBUAN Ha cpefiHa Bb3pacT (B 5-Ta 1 6-Ta
nekaga Ha xuorta). 283 Mpes ocmoTo feceTuneTme oT XKBOTa
BCC pgoctura roguiiHa 4ectota oT Har-manko 200 Ha 100000
yoBeKo-roanHn.2° BbB BCAKa Bb3PacT, MbXKeTe 1MaT Mo-BUCOKM
HuBa Ha BCC B cpaBHEHME CKEHUTE, [OPU Cled KOPeKLUA Ha puc-
KOoBUTe GpaKToOpM 3a KOpOoHapHa apTepuanHa 6onect (KAB).2431-33
ETHMYeCKNAT npom3xop M3rnexga Cbllo OKa3Ba rofiamo BnuA-
Hue. 343> MzuncneHo e, ue 10-20% OT BCUYKU CMBPTHU Ciyyan
B EBpona ca BCC.3%% Mpubnmsntento 300000 gyww B EBpona
nosyvasaT U3BbH-60MHMYeH cbphedeH apecT (OHCA), nekyBaH
eXerofHo OT CUCTeMM 3a CrellHa MeauLMHCKa nomoly, 3839

B 3anagHuAa cBaT enngemmonormnaTta Ha BCC e TACHO cBbp-
3aHa ¢ KAB, koATo e oTroBopHa 3a Ao 75-80% oT ciyyaunTe Ha
BCC.*® Bbnpeku ue pasnpoctpaHeHneTo Ha KAB He e Hamans-
110, MMa 3HauYMTeNleH crnaj B CMbPTHOCTTA, Ab/Kala ce Ha KAB.
JloknagnTe nokassaT, ye yectotata Ha BCC HamanaBga,***? Ho
pucksT oT BCC KaTo nponopuua oT obuiata CbpAeyHo-CbAoBa
CMBPTHOCT MOXe fia ce e yBenuumn, 344

Bbnpekun ye pefoBHaTa ¢u3mMyecKa akTVBHOCT € OT Mos3a 3a
CbpAeYHO-CHbAOBOTO 34paBe, CNOPTHT, 0COBEHO KOraTo ce NpaKTu-
KyBa MHTEH3VBHO, e floka3aHo cBbp3aH cbc BCC no Bpeme Ha nnm
Maniko cfiefi TPeHNPOoBKa B 13bpaHn nonynaumn.*>! [loknagute
npegnonarart, ye No-rofisiMaTta 4acT OT CBbp3aHaTa b crnopTa BCC
ce NoABABa B MACTOTO 3a OTAMX,*2>3 a He B CbCTe3aTeNHOTO Mofe,
0CO6EHO Cpef YUYaCTHULIM OT MBXKKM MOJT Ha CPefiHa Bb3PacT, KOETO
npeanonara, ye KAB e Hall-uecTaTa OCHOBHa NpuYmnHa46>45>

4.2. NMpununHn 3a BHe3amnHa cbpAaeyHa
CMBPT B pasNny4HV Bb3pacToBU rpynu

CoppeuHnTte 3abonaBaHuA, cBbp3aHu cbc BCC, BapupaT B
3aBMCMMOCT OT Bb3pacTTa Ha uHausuga. MNpu mnagute nma
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npeo6nafaBaHe Ha MbPBUYHU eNeKTPUYeCcKn 3abonAaBaHna 1
KapAnomMmnonaTun, KakTo M MUOKApAUT U KOPOHAPHU aHOMa-
nun.2>2756-61 Bynpekmn ToBa, NONOBKHATa OT cilyyanTe Ha BCC
npes3 yeTBBPTOTO AeceTunetne ca cebp3aHm ¢ KAB, ocobeHo
OCTbp KOpOoHapeH cuHapom (OKC).6%63

B no-Bb3pacTHM nonynauyumn npeobnafaBat XPOHUYHU
CTPYKTYpHU 3abonasaHma (KAB c ocTpy KOpOHapHW MHLK-
OEHTU WIN XPOHUYHW KOPOHAPHW CTEHO3W, KNamnHu Cbp-
feyHun 3abonABaHUA U CbpAeYyHa HEeJOCTAaTbYHOCT), AOKATO
NoTeHLMaNHO Hac/leICTBEHNTE eNeKTPUYECKN 3abonaBaHNA
U CTPYKTYPHUTE HEWCXEMUYHW 3abonABaHWA MoraT Aa
npuynHAT noseye oT 50% ot BCC npwm nuuya Ha Bb3pacT nog
50 roguHn.?’

Bb3pacToBOTO pa3snpeneneHne npy NpeAcTaBAHETO C Ka-
MEPHU apUTMUK 1 BHE3aMNHa CbpAeYHa CMbPT, AOMUHMPALL M-
Te NoATUMOBE apUTMUA, TPUTepuUTe, reHeTUYHUTEe daKkTopu
1 NON, CBbP3aHM C NOBULWEH PUCK OT KAMEPHU apuTMUK Npur
M36paHN NbPBUYHN ENEKTPUYECKUN N CTPYKTYPHU CbpAEeYHM
3abonABaHuA, ca npefcTaBeHn BbB Queypa .

4.3. MNpepcKka3BaHe Ha nonynayioHeH
cnpAMoO MHAMBUAYaNeH pucK

B obwara nonynauusa (n1ua 6e3 n3BeCTHO CbpAeyHO 3abons-
BaHe), Hal-ebeKTUBHUAT NoAxo[ 3a npefoTBpaTaBaHe Ha BCC
ce CbCTOW B KOJIMYECTBEHOTO onpeaenaHe Ha UHANBUAYaNHNA
puck ot pa3sutre Ha KAB Ha 6a3aTa Ha Tabnuum C puckoBu CKo-
poBe.®+®> Hakonko npoyuyBaHuA AaBaT fOKa3aTesCTBa, Ye UMa
reHeTVYHO Npefpa3nosioxKeHre KbM BHe3anHa CMbpT No Bpe-
Me Ha ocTpa ucxemus.’¢7° Llenta e ga 6baat ugeHTUGULMpPaHN
OTHOCUTESIHO MankuTe BMCOKOPUCKOBM noArpynu ot obujata
nonynauus, N3noxeHu Ha puck ot BCC KaTo NbpBO CbpAeYHO
cbbrTne. Hackopo 6sxa npeanioxeHy Mofdenu 3a HoBa CTpa-
TMdMKauma Ha pucka ot BCC B obwara nonynauyms.”'”3 Hama
KaTeropuyHu faHHW, NogKpenALmM nonsaTa oT nporpammTe 3a
MacoB CKPWHUWHT cpep obLiaTa nonynauus 3a npegoTsparasa-
He Ha BCC.74-76

B npopbnkeHne Ha geceTuneTva ncnegoBaTenuTe ca Ha-
6ensAzanu WUpoK Habop oT ,uHAanKaTtopu” 3a BCC, ocobeHo
Bb3HMKBaLWM B ycnoBuaTa Ha KAB. MNpepnoxeHn ca HAKONKO
HeMHBa3MBHU MapKepa Ha pucKa (BKUYNTENHO KbCHU NOTEH-
uvanu, BapMabmunHoOCT Ha CbpAeyHaTa yecToTa, NepuofnyHa
OVHaMVKa Ha penonspu3auusaTa u 6apopednekcHa 4yBCTBU-
TenHoct).”” Bbnpeku obeljaBawute pesyntaT OT MbpPBOHA-
YanHuTe npoyuBaHuaA obaue, Te3n ,NpeanuKTopu” BCe olle He
ca NoBAVANN KNNHWYHaTa NpaKkTukKa. /i3non3sa ce eAUHCTBEHO
dpakumATa Ha U3TIacKBaHe Ha nsABaTa kamepa (IKMD), yecTto B
KOMOUHaLMsA ¢ Kflaca Ha HiollopKcKaTa KapAnonornyHa acouu-
auma (NYHA) kaTo nokasaHue 3a nbpBunYHa npeseHuma Ha ICD B
ycnoBuATa Ha xpoHnyHa KAB 1 gnunaTtaTuBHa KapagnomuonaTtusa
(AKMI). Cxemu 3a cTpaTUdmKaLUs Ha prcCKa 1 KankynaTopu ca
pa3paboTeHV 3a HacneACTBEHW apUTMOreHHW 3abonsBaHus,
KaTo xuneptpoduryHa kapanomronaTus (XKMIT), aputmoreHHa
necHokamepHa kapguomuonatua (ARVC) n namuH A/C (LMNA)
Kapauomuonartus.’8-82

KakBo Aa ce cumTa 3a HUCHK, CPeAeH UM BUCOK PUCK 3a-
BMCW OT BMAA Ha cbbuTMeTo (Hanp. datanHo MM He) u pu-
CKa oT cbbuTre cpep noanexalaTta nonynauma. Hanpumep,
CMBPTHOCTTa 3aBUCK OT Bb3pacTTa, Nona u Jpyru puckosu
bakTopy, BKNOYNTENHO CbNbTCTBAWM 3abonaaHma. Cuty-
aynATa ce yCNOXHABA AOMbIIHUTENIHO, KOTaTo Ce pasrnexnja
KOHKpeTeH BuA cmbpT, Hanp. BCC. ToraBa CMbpTHUTE He-

BCC cnyvau ca koHKypupawm ce ¢ BCC cbbutma (Mnm KoHKy-
PEHTHU PUCKOBE), B CMUCHJT Ye TAXHOTO Bb3HMKBaHe Npeao-
TBpaTABa Bb3HMKBaHeTO Ha BCC n ToBa MoXe fla orpaHmnynm
nonsarta oT UHTepBeHUMUTe, KaTo ICD, 3a npegoTBpaTABaHe
Ha BCC.

4.4. KankynaTtopu Ha pucKa 3a BHe3amnHa
CbpAeyYyHa CMbPT U nperneq Ha
meToponorvuAaTa

Peanua kankynatopm Ha pucka 3a BCC ca npegnoxeHu 3a
Bb3PaCTHW 1 nefuaTpuyHmn nonynauyun.80883-85 O6nacrtra
Ha MofenvpaHe Ha MPOrHO3U ce pa3Bu Npe3 nociegHuTe
[EeceTUneTns, yCcTaHOBABAWKM CTaHAAPTM 3a paspaboTsa-
He, BannAgnpaHe (BbTPEWHO U BbHLWHO) 1 AOKIaABaHe Ha
mofenuTe 3a nporHosupaHe npu BCC.8%87 B ponbnHeHue
KbM OVCKPUMUHUPALWNTE METOAN KaTo C-MHAEeKCa, MeToaun-
Te 3a KanmbpupaHe KaTo Kanubpurpawmus HakAoOH Nonyyu-
Xa HacKopo MoBeue BHMMaHMWeE, Tbil KaTo € BaXkHO He caMo
pa3rpaHnyaBaHe Ha NauMeHTUTe C NO-BUCOK PUCK OT Te3U C
MO-HVCKN PUCKOBE, HO CbLO 1 MOSyYaBaHe Ha CUTypHa Ko-
NIMYeCTBEHA OLIEHKA Ha CaMUA PUCK Ype3 KanKynaTopuTe Ha
pucka.®® TunuuHuTe HepoCTaTbUU NPU pa3paboTBaHeTo ”
Ba/IMAMPAHETO Ha KanKynaTopu Ha puUcKa BK/OYBAT, HO He
ce orpaHuyaBaT 4O M3MOM3BAHETO Ha UCTOPUYECKN WU3BAf-
K1, KOUTO He ca NpeACTaBUTENIHN 33 CbBPEMEHHUTE KOXOp-
TV NauWeHTU, NUNCBaLLM CTOMHOCTM, COOPHM pe3ynTaTu OT
COOPHU CHOUTUSA C PA3ANYHO KJIMHWYHO 3HaYeHure, Innca Ha
BbHLHO BanuanpaHe 1 nunca Ha Kanubpupaxe. B To3n po-
KYMEHT ce M3MoNn3Ba pa3finyHa rpaHunLa 3a 5-roguileH pucK
ot BCC/VA kato nokasaHue 3a ICD. Bcaka rpaHuua bewe
nsbpaHa oT NbpBOHayanHWTE aBTOpMW U paboTHaTa rpyna,
KaTo ca B3eTW NMpeaBuf KOHKYPEHTHUAT PUCK, NU3MEePEHUAT
pe3syntat (BCC cpewy VA) n ybeamtenHocTTa Ha BCEKM Kan-
KynaTop Ha pucka.

4.5. NnpopmumpaHocT n Hameca: ny6nnyHa
HavaJsiHa NoAAPbXKKa Ha XKUBOTa 1
AOCTDbN 0 aBTOMATU4YHMN BbHIUHN
aedunbpunaropm

MPOUEHTHT HA NPEXUBAEMOCT OCTaBa NMOPA3UTENTHO HUCDHK
cneg OHCA,%-% pbnpekn ue ca ONWCaHU roieMu pPervo-
HaNHW pasnnuunn.’® PaHHOTO NpunaraHe Ha peaHVMaLuoHHN
WHTEePBEHUUN, 0cOBEeHO npean NPUCTUTaHEeTO Ha chewHa-
Ta MeAUUMHCKA Nomoly, € UAeHTUGULMPAHO KAaTo KIOUOB
enemMeHT 3a nopobpsABaHe Ha npexussemocTTa.”?” Kap-
avonynmoHanHata peaHumauua (KMP) oT npucbcTBawmre
M M3MNOM3BAaHETO Ha MyGAMYHM AaBTOMATM3UPAHW BbHLWHU
aeounbpunatopu (AED) ca gemoHcTpupanu nogobpeHue Ha
HEBPONIOrNYHMA U GYHKLUMOHANEH pe3ynTaT, KakTo u npe-
XUBAEMOCTTa Ha naumeHtTuTe ¢ OHCA. [lJaHHKTe noaKpensT
Heo6XoANMOCTTa OT MOBULIEHA HANIMYHOCT Ha O6LWEeCTBEHO
JOCTbNHU aedubpunatopyu 3a obyyeHre Ha OOLHOCTTA 3a
OCHOBHa noAfpbXKKa Ha *X1BOTa,%*~% 3anousalm 3a npea-
noynTaHe B AETCTBOTO M C nosTopeHus.’® %% U Hakpas,
ocuUrypsiBaHeTo Ha Jo6poBoLU, 06yUeHM 3a OCHOBHA MOA-
APBXKKA Ha KMBOTA, Ype3 M3MNOM3BaHE HAa MPEXM OT creum-
bGUUHM MOBUAHN NMPUIOXKEHUS, MOKa3Ba, Ye yBenmyaea vec-
ToTaTa Ha KIP, nHMynnpaHa oT cTpaHWYHW HabnoaaTenu, u
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leHeTnueH puck 3a VA/BCC, Tunuunm Tpurepu 3a VA/BCC, Bb3pacT npu npepctassaHe ¢ VA/BCC, npeobnagaBaHe Ha nona, u
TunuyHa VA (PVT/VF cnpsmo MVT) npu pa3nuuHu 3abonssaHus, cebp3aHu ¢ VA/BCC. OKC, ocTbp KopoHapeH cuHapom; ARVC,
apuUTMOreHHa AecHoKaMepHa KapanomuonaTus; BrS, cungpom Ha Brugada; KAB, kopoHapHa apTepuanHa 6onect; CPVT, ka-
TexoNaMUHepPrnyHa nonrMopdHa KamepHa Taxvkapaus; OKMI, gunatatusHa kapanomuonatusa; XKMI, xunepTpoduuHa
Kapavomuonatua; LQT, cuHgpom Ha yabixkeH QT mHTepBan; MVT, MoHoMopdHa KamepHa Taxmkapaus; PVT, nonumopdHa
KamepHa Taxukapaus; rTOF, kopurupaHa TeTpanorus Ha Fallot; BCC, BHe3anHa cbpaeyHa cmbpT; VA, kamepHa aputmus; VF,
KaMepHO MbXKAeHe.

B pe3ynTaT OT TOBa, 3HAaUMTENIHO HaManABa BpemeTo 6e3 pe- | oCblecTBEHa OT CTPaHUYHW HabnaaTenun, n HaCbPYEHOTO
aHMmaLwna n nofobpsAsa nsxopa npu xeptsute Ha OHCA.''-  ©  un3nonsBaHe Ha paHHa fednbpunauma ot Hecneymanusmpa-
103 OByueHNEeTO Ha bPKABHUTE CIY>KUTENM U UIEHOBETE HA  ©  HW 1 NMPOGECHOHANHN CNACcMTENN YMa PeLIaBallo 3HaYeHne

06WHOCTTa 3@ 3HAUEHMETO Ha yBennyeHaTa yectota Ha KIMP, ©  3a yBenuuasaHe Ha NpoOLiEHTa Ha oLensBaHe.
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Ta6nuua 1: TMpenopbku 3a Nny6ANYHa HaYanHa NOAAP K-
Ka Ha XUBOTAa M JOCTbN [0 aBTOMATU4YHM
BbHLWHMN gedubpunatopmn

Mpenopbkn Knac?® Hueo®
MpenopbuBa ce gedubpunayua ¢ nybnnyeH goc-

TbM Aa e JOCTbMHA Ha MecTa, KbAETO e Mo-BepPOoAT- B
HO [1a HaCTbNU CbpaeyeH apect.?0 2

B OHCA ce npenopbyBa 6bp3a cbpaeyHa peaHu- B
Maunsa OT MUHYBaun.”> "

MpenopbunTENHO € Aa ce HaCbpUK 0BYUYEHNETO Ha

06LHOCTTa 3a HavyaHa NoAAPbKKa Ha XKUBOTA, 3a B

[a ce noBuwwKM YyectoTaTa Ha KIP OT CTpaHWYHM Ha-
6nto0aatenn v N3rnon3BaHeTo Ha AED.93:97.104

TpabBa fa ce B3eme npeABuA U3BECTABaHe upes

Mo6uneH TenedpoH Ha 0byyYeHU 3a HayaNHO Moj-

ObprkaHe Ha XMBOTa CTPaHWYHU HabnogaTenu Jo- lla B
6poBonLK, C Liesl NoANoOMaraHe Ha HammpalyuTe ce

Habn130 XXepTBU Ha OHCA.'01-103,105

AED, aBTOMaTnueH BbHLIeH aedpubpunatop; KIP, KaparonynamoHanHa
peaHnmaunsa; OHCA, n3BbHOONHMYEH CbpAeYeH apecT.

2 Knac Ha npenopbKuTe.

b HuBo Ha fokasaTencTeeHoCT.

“TbproBcKM LLEEHTPOBE, CTAAVOHY, CIMPKI HA FPAACKNS TPAHCTOPT, KasuHa.

5. OueHKa n neyeHune.
O6wWwm acnekTn

5.1. AnarHoCTn4YHM cpeacTBa

5.1.1. AHamHe3a u pu3nKaneH npernep,

AHamHe3aTa TpsAbBa [1a ce CbCpefoTouM BbPXY ,MepBeHUTe daro-
Be", BKJIIOUMTEINHO XapaKTEPUCTVKUN Ha apUTMUYEH CUHKOM, Harp.
JIUMNca Ha BarasneH Npoapom, 1 dbamuiiHa aHaMHe3a 3a NpeXxaeBpe-
MeHHa cMbpT unn BCC, BKNOUMTENHO Hanp. yaaBaHe Uav aBTOMO-
6unHa Katactpoda npu cuHapom Ha yabikeH QT nHtepsan (LQTS)
1 CPVT."1% EfBa 00N0BMMYM NPU3HALIY, NOACKA3BaLUM HAaceACcTBe-
HV NMPUYMHK, BKNIOYBAT GammiiHa aHaMHe3a 3a enunencus, CUHA-
pPOM Ha BHe3arHa KbpmMayecka cMbpT, rmyxota (LQTS), cbpaeyHa
HeOCTaTbYHOCT IV UMIJIAHTMPAHE Ha NeliCMEeNKbp Ha Bb3pacT
<50 rognHn. XapakTepuUCTUKNTE Ha 3a00/1ABaHMS, CBbp3aHu C MPo-
APUTMIUYHN CHCTOSAHMSA, BKIOUBAT ME30OCKCTOMNEH KIMK MPY Mpo-
nanc Ha muTpanHata knana (MVP) n lwymoBe B n3xoaawma TpakT C
Valsalva npu XKMI. CneunduyHn XapakTepUCTUKI Ha KoXXaTa MO-
rat fla 6bAat oT 3HaueHue, Hanp. Jlynyc nepHro, eprteMa HOLO3yM
Npuv CapKoMAo3a, aHrMokepaTom npu 6onectta Ha Gabpu, KcaHTe-
Nla3Ma/KCcaHTOM 1 NanmoniaHTapHa Kepato3a npu ARVC.

5.1.2.JlabopaTopHu nscnegBaHuA

Hatpuypetununute nentuaw (b-Tun-HatpuypeTtuueH nentua unu N-
TepMUHaNeH pro-b-Tun-HaTpuypeTuyeH NenTua) MoraT Aa UrpasT
pons NPy NAEHTUGULMPAHETO Ha LA C NoBuLLIEH puck ot BCC B
obwara nonynauua'”%¢ yay npu nauventn ¢ KAB.'” Hama poc-
TaTbUHO [OKa3aTeNCTBa 3a M3MOoM3BaHe Ha b-Tyn HaTpuypeTnyeH
nenTna Kato MeTof 3a n3bop Ha HeobxoaymocTTa ot ICD.MoM

5.1.3. HenHBa3nBHN N NTHBA3NBHU TeCTOBE

5.1.3.1.  Enekmpokapouozpama u ambysamopHo esieKmpoKap-
duozpacgpcko MoHUMOpUpaHe?

EKI B 12 oTBeXXAaHNA e BaXKeH NHCTPYMEHT 3a AUarHOCTUKa Ha

nognexatwoTto 3abonsBaHe, 3a cTpaTudrkauma Ha n3bpaHu

nonynauumn n 3a guarHoctuumpaHe Ha noatun VA, ako 6bge
fonoBeH. [JokyMeHTMpaHeTo Ha apUTMMK, CBbP3aHu CbC CUMM-
TOMMW, UMa peLlaBalyo KINHUYHO 3HAYeHne, HO MoXe Aa 6bae
npean3BMKaTeNICTBO NPU CNopaauyHmn cbbuTtus. NMopaam ToBa,
BUADBT Ha YCTPONCTBOTO 3a EKI moHMTOpUpaHe 1 BpemeTo 3a
3anuc TpA6Ba Aa CbOTBETCTBAT HA YeCTOTaTa Ha KIIMHUYHUTE
CcbbuTUA. MoHMTOpPUPaHeTO 3a Nnepuog oT 24-48 h (o6uvaiiHo
“Xontep 3anuc’) e NoaxoAAwWo Npu exeaHeBHU aputmun,'’?
LOKaTO NHTEPMUTEHTHOTO MOHUTOPVPAHE 3a NO-Abbl Nepu-
01 C aKTUBMPAHM OT nauymeHTa EKI pekopaepwn (unv mobunHu-
34paBHU/CMAapPTPOHY) TPAOBA Aa ce NpearnoYnTa Npu HevecTu
cbbutra.® Umnnantupyemnte Gpumkosm pekopaepm (ILR)
MoraT fa 6bAaT NonesHn 3a AMarHoCTULMPAHETO Ha apUTMUK
npyv NauMeHTN C NOTEHLMANHO XKMBOTO3acTpaLlaBaLllym CUMNTO-
MU, KaTo HeobACHUM cuHKon.!'*

5.1.3.2.  CueHanHo-ycpedHeHa enekmpokapouozpama
EnekTtpokapanorpama c ycpegHeH curHan (SaECG) moxe ga ot-
Kpure CUrHanm ¢ MHOTo HUCKa amnantyga (“KbCHu noteHuymann”)
B TepMUHanHUa cermeHT Ha QRS,"> KaTo nsnonsea Tpu Usmep-
BaHVA BbB BpemeBa 06acT: npogbmkmTenHoct Ha QRS, npo-
OB/MKUTENHOCT Ha CUIHanNa € HUCKa amnnuTyga (<40 uV) n cpea-
HOKBaJpaTUUYHVAT BONTaX Ha TepMuHanHute 40 ms ot QRS.'?
AHomanunTte B SaECG moraTt fa 6bAaTt oLeHeHN 1 Ypes3 aHanms
Ha yecToTHaTa 30Ha."? SaECG Moxke [a gonpuHece 3a AMarHo-
cTmumpaHe Ha ARVC."6

5.1.3.3.  PabomHa npoba

Pa6oTtHaTa npo6a e nosesHa 3a AMarHo3arta 1 3a OLeHKa Ha OTro-
BOpa KbM TepanuATa npu NaLyeHTy CbC CyCneKTHI/A0Ka3aHy afl-
PEeHEePrnyHO-3aBUCMI PUTBMHI HAPYLIEHWSA, KAaTo VHAYUMpaHa
OT HaToBapBaHeTo nguonatnyHa MVT, PVT nnu gBynocouna VT
npu CPVT."7"8 Yetnpu-mrHyTHOTO Bb3CcTaHoBUTENHO QTC Cref
paboTHa npoba Moxe fia ionprHece 3a AnarHosata LQTS.!®

5.1.3.4. W3o6pazasaHe
O6pa3HaTa AMarHoCTUKa MMa peLlaBallo 3HauYeHMe 3a oLeHKa
Ha cbpfeyHaTa OYHKUMA U OTKpPUBAHE Ha KapavomuonaTuu
(EQ ESC CardioMed, rnasa 10).'° OTtpuuaTtenHoTo 06pasHo
nscnefBaHe MNOAKPeENa NbPBUYHO enekTpruyecko 3abonasaHe
npu naumeHT ¢ VA. Exokapguorpaduata e necHo AOCTbMeH
WHCTPYMEHT 3a AMAarHoCTMKa U cTpaTudmKkauma Ha pucka oT
nbpBa NUMHUA 3a KnanHu 3abonsasaHua, KAB n OKMM, XKMT,
ARVC,?" 1 HekomnakTHa nasa Kamepa (LVNC). Exokapavo-
rpadpckoTo M306pas3fBaHe Ha CKOPOCTTa Ha CTpelrHa Mo3BoO-
NABa pasrpaHuyaBaHe MeXJy akTMBHO W NMaCUBHO ABUXeHue
Ha MVMOKapfHW CEerMeHTU U PaHHO OTKPMBaHE Ha MMOKapAHa
AnchyHKUMA. HapylweHnTe ABMXEHUA Ha CTeHUTe moraTt Aa
nokassaT NpefuLLIHN MHPAPKTKU, KapANOMMONATUN UK Bb3Na-
nuTenHu 3abonasaHuA. MobGanHUAT HapbXKeH CTPelH e CTa-
6uneH meTopA 3a n3mMepBaHe Ha ieBokamepHata (JIK) ¢yHkuuna
1 MmoxKe Aa fonosu uHm npomenn B JIK dyHKLMA, Npu BCe oLye
3anaseHa JIKN®."?? N306pa3saBaHeTo Ha CTpeliHa MoXe Aa Ha-
npasy OLeHKa Ha MexaHMyYHaTa Ancrnepcua, oTpasagalla Hexo-
MOTreHHa KOHTpaKLusA, KoATo 6 Morna fia e cBbp3aHa C NOBU-
LeH puck ot VA 1227125

MoHacToAwem CMR ocnrypsBsa Hali-TOYHOTO 1 Bb3MPOU3BO-
AMMO U3MepBaHe Ha NpeAcbpAHaTa, rnobanHaTta AByKamepHa 1
pervioHanHaTa cMcTonHa QYHKLMA 1 MOXe Aa OTKpue MUoKap-
AeH oToK, ¢pnbpo3a, nHPunTpauma n nepdysnmoHHn fedekTn
(B ESC CardioMed, rnaea 11.4).° CMR e no-uyscTBUTENIEH OT
exokapaunorpaduaTta 3a auarHoctuyupaHe Ha ARVC,'? auarto-
ctnyeH e npu LVNC 1 moxe fa oTKpre anuKkaaHu aHeBpu3Mu
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npv XKMIM. OTKkpuBaHeTo Ha prbpo3a Ypes KbCHO rafoNNMHNEBO
ycuneaHe (LGE) ponpurHaca 3a ctpatudurkauyma Ha pucka ot VA
npy XKM,'28 OKMI,'?° n noTeHumanHo npu nponarca Ha MuT-
panHaTa Knana ¢ aputmuueH crHapom.'3%131 Hosute TexHukn
3a KapTorpadurpaHe Ha MroKapza mMoraT fja OTKpuAT Andy3sHa
$unbpo3a 1 fa NoAcKaxKaT eETMONOTUATa Ha IeBOKaMepHa xunep-
Tpodusa (JIKX) 3a HacouBaHe Ha cneuuduyHa Tepanus, Hanp. 6o-
nect Ha ®abpwu 1 ammnnonposa. NMPorHoCcTMYHaTa CTOMHOCT BCe
olle npefcTon Aa 6bAe oLeHeHa.

5.1.3.5.  [lposokamusHuU OuazHoCMu4YyHU mecmose

Te ca 0606weHn B Tabauya 6. YecTo npoBexgaHu TecToBe ca
TecTyBaHe C OfIOKep Ha HaTpueBWTe KaHaNiM 3a CUHOPOM Ha
Brugada (BrS) n ageHO3/HOB TecT 3a M3KJIloUBaHE Ha NaTeHTHa
npeekcumntauma.'®136 MposokaumaTta ¢ enuHedpuH Moxe aa
6bhe nonesHa npu CPVT, Korato He MOXe Aa ce M3BbpLK pa-
60THa npoba. EnnHedppurHoB TecT He ce npenopbyBa 3a LQTS
nopagmn BUCOKMA danwvBo NMOMOXKMUTENEH NPOLIEHT U non3aTta
oT paboTHaTa npo6a.'> KopoHapHMAT Bazocnasbm KaTo Npuym-
Ha 3a VF npuv nunca Ha o6CcTpyKTVBHM KOPOHAPHM 3abonaBaHuaA/
KapavioMmonaTtuna moxe fa 6bhe TecTyBaH C MUHKPEMEHTHU VH-
TPaKoOPOHaPHW 403U aLeTUNXONNH/eProHOBYH.

5.1.3.6. EnekmpogusuonozudHo usciedsaHe
EnekTpodursnonornyHm mnscneaBaHusa, BKIOYMTENTHO K3Mep-
BaHe Ha 6a3zanHuTe MHTepBany (Hamp. NPefCcbpPAHO-XMCOBOB
nutepsan [AH] n His-kamepeH untepsan [HV]), nporpamnpaHa
enekTpuyecka ctumynauma (PES) n enekTpoaHaTOMWYHO Kap-
TorpadpupaHe moraT fa ce U3nos3saT 3a ANAarHOCTUYHYW Lenn 1
3a HacouBaHe Ha TepanuaTa.'* 10 MpuHocsTt Ha PES Bapupa B
3aBUCMMOCT OT OCHOBHOTO CbpAeYHO 3abonsABaHe 1 Herosata
TEXeCT, HaNMMYMeTO UM OTCbCTBMETO HA CMOHTaHHA VT, cbnbT-
cTBalLaTa JleKapCTBeHa TepanuA, NPOTOKONa 3a CTUMynauma 1
mMACTo(a) Ha cTMynaumaA. TUNUYHNTE MPOTOKOJN BKAIOYBAT CTU-
Mynauma oT 2 MecTa Ha AAcHaTa kamepa ([OK) ¢ 2-3 ocHOBHU Bo-
Jely UMKba, BbBeXAaHe Ha 3 eKCTpacTMMyna 1 MpuioXxeHne
Ha n3onpeHanuH,148131152

MoHacToAwem, PES ce nsnonsea rnaBHO 3a NOTBbpX/AaBa-
He Ha AmarHosata VT n nHayumnpaHe Ha kaptorpadupyemu VA,
KaTo HEVHAYLMPYEMOCTTa € KpaliHa uen Ha abnayusaTa. Mayu-
€HTM CbC CbpAeYHa HegocTaTbuHOCT U JIKUD <35% o6uKHOBE-
HO MMaT nHankauma 3a ICD; cnefoBaTenHO He e Heobxoanma
nHAykuma Ha VT/VF npean nmnnaHtupanre. MNpu naymeHTn cbe
SHD v neko HamaneHa unu 3anasexa JIKN®, konto ce npeacra-
BAT C HEOBACHMM CMHKON, MHAYKLMATa Ha SMVT ¢ PES moxe ga
6bAe nonesHa 3a ngeHTdULMpPaHe Ha Nogsexallata npuymHa
W 33 MPOrHo3MpaHe Ha nocneagawnute cbouTrA. 44153 Yuayk-
umATa Ha PVT/VF npn SHD 06UKHOBEHO ce cuuTa 3a Hecneuu-
¢druHa Haxopka.'>4-15¢

Mpw NbpBUYHYK eneKTpuyeckn 3abonasanusa PES HAMa npo-
FHOCTUYHA CTONHOCT, BbNPeKM Ye Ma HAKOW AoKa3aTescTea Aa
ce o6MMCIN n3nonseaHeTo my npu BrS.'?7 HBasmBHaTa enek-
TPOPM3MONOrMYHa OLIEHKa MOXe Aia MMa BaXHW KIMHWUYHM MNO-
cnepmum Npy NauyeHTn ¢ MUOTOHNYHA guctpodus.’>”

C HanpepbKa B KapTorpadupaHeTo ¢ BUCOKa MIBTHOCT, BON-
TaXXHOTO KapTorpadupaHe, mokasatenute 3a NpoBoANMOCT/pe-
nonapusauma n GpakLMOHMPaHETO Ha efleKTporpamara morat
[a ce M3Mnon3Bar 3a uaeHTUPMLMpaHe Ha TapreTHUTe MecTa 3a
abnauua nny 3a AYarHoCTULMPaHE Ha KapLMOMMONaTUYHO 3a-
6onagaHe. EHaoKapaHOTO KapTorpadupaHe moxe aa 6bae no-
ne3Ho 3a pasrpaHuyaBaHe Ha ARVC ot fobpokauectBeHa VT oT
M3XOAHMWA TPAKT U 3a HacouBaHe Ha buoncuAaTa Npu npegnona-
raem mviokapamT, ARVC 1 ciiyyam Ha capkorfo3a.'>8-162

5.1.4.TeHeTNYHO TecTyBaHe
MawabHoTo napanenHo CeKBEHMPaHE UM CEKBEHMPAHETO OT
cnepfBallo NokosieHMe AoBefoxa A0 HapacTBala 4OCTbMNHOCT
Ha reHeTMYHOTO TecTyBaHe Npu HamaneHun pasxoau. NoseyeTo
AVArHOCTUYHM CbPAEYHN FreHETUYHW TECTOBE BKJTIOYBAT rosie-
MW FEHHW MaHenu, onpegesieHn oT acoymauumn cbe 3abonaga-
HWA, reHepupaHn OT NPeAULLHN N3CNeABaHNA, T.e. FTeHN KaHau-
natn.'®® MHoro npeauiuHn reHHK acounauun obave ca 6unu
OCMOpPEeHN 3a TAXHaTa AMarHoCTMYHa nonesHocT. MNopagm Toea
He ce MpenopbyBa BKIOYBAHETO Ha CbMHUTENHW FeHU B py-
TVHHU AVATHOCTUYHU NaHenn.'%41%8 MpoyusaHua 3a acounn-
paHe B LieNivA reHoM, YCTaHOBMXa, Ye YeCTUTe reHeTUYHY Bapu-
aunmn B eIHOHYKNIeOTMAHN NoNnMopdr3MN MoraT Aa NPUYMHAT
nnn mognourumpat peHotmnoseTe B BrS, LQTS, XKMIM n AKMT.
CKkopoBeTe 3a NOSIUreHeH PUCK, MOyUYeHN OT KyMynaTUBHUTE
edeKTn Ha Te3n eAUHNYHUN HYKNEeOTUAHN NoNMopdU3MK, MO-
raT crefoBaTeniHo B O6bAelle fa UrpasaT posia B AMarHOCTUKaTa
1 onpeaensHeTo Ha MPOrHo3aTa Npu Tes3n CbCToaHNA. %8173

CeKkBeHMpaHeTO Mpou3BeXaa UMPPOBM AaHHW, KOUTO K3-
NCKBAT nocnepsal, 6mo-nHGOpMaUMOHeH aHanus, No3BonA-
Ball| TOYHO yCcTaHOBABaHe Ha noeveTo [JHK npomeHu, 3acara-
WY KoavpallaTta pamka Ha Bceku reH.'’* Hain-yectute HaxopoKku
Ca eJVHUYHWN HYKNeoTUAHW BapuaHTW, NMPUUYMHABALLN NPOCTU
AMVHOKUNCENMHHN 3aMecTBaHMA (Missense), NpeXxaeBpeMeHH
NPeKbCBaHNA WA NAaTONOMMYHM CHaXAaHUA. BMbKBaHuATa (UMH-
cepunnTe) U/vnn 3TprBaHuATa (geneunnTte) ca no-peaku. Knu-
HUYHOTO 3HAUYEHVE Ha MOBEYETO HeKoAMpallM BApUAHTL BCe
olle npeacTou aa 6bae onpegeneHo.!’4173

PamKka 3a WHTepnpeTauua Ha NPUUYUHABAHETO Ha 3abo-
NABAHETO OT reHeTUYHW BapWaHTU CTaHZapTM3Mpa pasnpe-
JeneHneto um B net Knaca: V ,natoreHeH”; IV ,BepoATHO na-
ToreHeH"; lll ,BapnaHT ¢ HecurypHo 3HaveHue”; Il ,BepoATHO
fobpokayectBeH”; n | ,nobpokavecTBeH”. M3non3ea ce KOMbU-
HauMA OT JloKa3aTencTBa: acounauns reH—6onecT; Hanmume Ha
BapvaHT B 34paBu u/vnun 6onHn nonynauuy; in silico naHHw; in
vitro n in vivo $yHKUMOHANHN faHHW; N fAaHHU 3a cemeliHa ce-
rperaums.'’®

MyTauua (BapuaHT ot knac IV nnmn V) moxe fa ce usnonssa
He3abaBHO MK 3a NOTBbP)KAABAHE Ha AuarHo3aTa npu npobaH-
IV (MbpBUAT 3acerHaT YfeH Ha CEMeNCTBOTO), UK 3@ MbPBOHA-
YasiHa AMarHo3a Npu POAHMHY 1 MOXe fa MOMOFHe 3a mocoKaTa
Ha TepanuATa U/unu nporHo3aTa. MiMa nokasaHua 3a nepnoguny-
Ha NpeoLeHKa Ha BCUYKM BapuaHTy oT Knac IV u 111,776

Mpea-MMNNaHTaLUMOHHOTO FreHeTMYHO TeCcTyBaHe e paHHa
dopma Ha npeHaTanHa reHeTUYHa AMarHocTuKa. leHeTuYHNTE
LAVArHo3M Ha in vitro onnogeHyn embpuroHmn ce ngeHTudnymnpaT
ypes 61MoNCUKN, KOETo NO3BOJNIABA TPAHCPEP Ha FEHETUYHO HOP-
ManHu eMOPUOHM B MaTKaTa. AKO TEXHUKATA € Hanuue, BaXXHO
e fa ce npefoctasm MHPopMaLMA Ha NALNEHTM C MOHOIEHHN
CbphAeyHn 3abonaBaHnA B AeTepofHa Bb3pacT. 3aKoHoaaTen-
CTBOTO 3a FeHETMYHO U3C/ieABaHe Npeamn MMMnaHTauma Bapu-
pa B pa3nnyHMTE CTPaHM 1 CTpaTernnTe ce pasnmnyasar.

[eHeTMYHNUTE N KNMHUYHUTE TecToBe TpAbBa fa ce u3-
BbPLBAT CaMO OT MyATUAUCUUMIMHAPHM TMMOBE, KOUTO
BK/OYBAT NpodecroHanncT C yMeHUA [a KOHCynTupaT
OTHOCHO MocCnefuunuTe N HeCUTYPHOCTTa Ha pe3ynTtaTute u
OMUTHUN KapAnonosn, cnocobHn fa HacoyaT TecTa KbM npa-
BUAHNUA deHoTun.'3177-179 OTpuuateNHUAT pesynTtaT He us-
KNloYBa AMarHo3arta u He TpA6Ba fa ce M3non3Ba C Ta3u Len.
B Tabnuya 7 e npefocTtaBeHa pamka 3a reHeTUYHU 1 ApYyru
KIMVHUYHN AMAarHOCTUYHUN TECTOBE 3a MbPBUYHY enekTpuye-
CKK 3abonsABaHMs, OCHOBaHM Ha AOKa3aTencTBa, Korato nma
TaKkuBa.
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Mpenopbku Ha ESC

FeHeTNYHN TecTOBe N npeapnoXeHo nscneaBaHe Ha ﬂpOGaHAI/I " POAHVHN C NDPBUYHN efleKTpuyeckn 3a6bonaBaHuA

Ta6bnuuya 7

ERS

UpnonatnuHo VF

BrS CPVT

LQTS

FeHeTUYHO N3cnepBaHe

EKT 1 EKT ¢ Bucokm npekop-

EKI

B. Pazden 5.2.3,
cueHapui 3

Pa6oTHa npo6a

AVanHn OTBeXAaHnA

MpoBOKaLMOHEH TECT ¢ 6510-
Kepwu Ha HaTpueBUTe KaHann®

EKI
Pa6oTtHa npo6a

KpaibroneH kambk 3a
AnarHocTmKa

MbpBoHavaneH
KNVWHWYeH TecT

Mpo6aHp

Xontep ExoKl

M3KniouBaHe Ha ¢EHOKOI'IVIeb/SHD

M3kntouBaHe Ha npupobut LQTS  M3kntouBaHe Ha <l)e|-|0K0nweb

[pyrv TectoBe/npouecun

1-3 rogMHM B 3aBUCMOCT OT HUBOTO Ha PUCKa

MpocnepaBaHe

EKT v EKT ¢ Buco-

EKT 1 BuCOKa npekopavanHa

EKI
Exokappauo-
rpama

EKT: Hauano ot 10 roguHn
TecToBe 3a NpoBoKaLys ¢ 610-

EKI
Pa6boTtHa npoba
(KkoraTo e Bb3MOXHO)

Kepw Ha HaTPUEBWTE KaHaNMUC:
Hauano >16 roauHm, OCBEH Npu

KnuHnyeH CKPWUHWUHI
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OT paxpaaHeTo

KITIMHNYHN n0Ka3ava18°'181

PogHuHMN

Monoxutenex ¢eHoTnn n/

1-3 roguHM B 3aBMCMMOCT OT HUBOTO Ha puUCKa

unv BapuaHT knac IV/V

OTpuuateneH dbeHoTun n

nvnca Ha BapuaHT knac IV/V
MBrS, cuHapom Ha Brugada; CPVT, kaTexonamuHepruyHa nonumopdHa kamepHa Taxukapaus; EKT, enektpokapguorpama; ERS, cungpom Ha paHHa penonsapusaums; LQTS, cuHgpom

MpocnepaBaHe
Ha yabmkeH QT nHTepsan; VF, KamepHoO MbXKaeHe.

M3nuceaxe

2 BKNoumMTENHO HEOHATAIHO FrEHETUYHO U3C/IefBaHe.

b ®eHokonneTo nma XapaKTePUCTUKN Ha reHETUYHO 336OJ'IFIBaHe, HO Bb3HWKBa Mo BNMAHME Ha OKOJIHaTa cpea.

¢He 1 B cnyyali Ha fOKyMeHTMpaH o6pa3 Brugada tun 1.

Mpenopbku
Ta6nuua 2: Mpenopbku 3a reHETUYHO N3cNefBaHe

Huso?

Mpenopbkn Knac®

[eHeTMYHOTO nicnenBaHe ce npenopbyBa, KOrato
npu Xne Unn no4vYmHana 4YoBek ce amarHocTuuupa
CbCTOAHME C BEPOATHA reHeTn4Ha OCHOBa N PUCK
ot VA n BCC.>%183

KoraTto 3a nbpBu MbT ce naeHTMdMUMpa Npeanona-
raem NPUYYNHEH BapvaHT, ce NpenopbyBa OLeHKa
3a MaTOreHHOCT, KaTo Ce N3MoM3Ba MEXAYHAPOAHO
npueta pamka.'’®

KoraTo BapuaHT ot Knac IV unu knac Ve ugeHtnou-
LypaH Npuv XXUB UV NOYMHAN YOBEK CbC CbCTOA-
Hue, koeTo HocK puck oT VA n BCC, ce npenopbu-
Ba FEHETUYHO M3CNefBaHe Ha POAHMHM OT MbpBa
CTeneH 1 CUMNTOMAaTUYHU POAHUHU U OBNUraTHN
HocuTenw.

lMpenopbyBa ce reHeTUYHO n3cneBaHe n KOHCyn-
TpaHe OTHOCHO HeroBuTe noTeHunanHu nocne-
AVun fa ce U3BbPLUBAT OT eKCnepTeH MynTnancun-
nanHapeH TI/IM.179

MpenopbuBa ce knac lll (BapraHTn ¢ HecurypHo
3HaveHwve) n knac IV BapraHTi fa 6bAaT oLeHeHn
Mo Bb3MOXHOCT pa3fie/IHO B CEMECTBATa, a Bapu-
AHTDBT NEPMOANYHO [ja ce MpeoLeHABa.

He ce npenopbyBa M3BBbPLIBAHETO HAa rEHETUYHO
n3cnefBaHe Mpu MHAEKCHW MauueHTn C HepgocTa-
TBYHO [JOKa3aTesICTBO 3a reHeTUYHO 3abonsABaHe.

BCC, BHe3anHa cbpaeyHa cMbpT; VA, KamepHa apuTMus.
@ Knac Ha npenopbKuTe.
b Hugo Ha [oKa3aTeNCTBEHOCT.

5.2. [InarHOCTUYHa OLeHKa npu NbpBoO
npeAacTraBAHe C KAMEepHa apuTMuA Ha
nauyvneHTn 6e3 N3BeCTHO CbpPAeYHO
3abonnaBaHe

VA n (npekbcHata) BCC ca yecTv mbpBY NPOABK Ha HEM3BECTHO
JoToraBa CbpheyHo 3abonsasaHe. MpeacTaBeHa e UANOCTHA A-
arHOCTMYHA OLleHKa NP NeT YeCTo CpeLlaHn cueHapus.

5.2.1. CueHapun 1: UHUNAEHTHO OTKPMBaHe Ha
HenpoAbMKNUTENHa KaMepHa TaxuKapana
ANropuTbM 3a OLEHKa Ha NauMeHTU C MHUMAEHTHa Haxogka

NSVT e npenctaseH BbB Queypa 2.

WHumnpgeHTHaTa NSVT e yecTo cpellaHa Haxogka no Bpeme Ha
PYTUHHa KapAMoornyHa oLeHKa (Hanp. 3a HecbpaeyHy 3abonasa-
HVA, NpeAy 3anoYBaHe Ha OHKOMOTMYHO NeyeHre, Npean yyactme
B CMOPTOBE) M MOHWUTOPUPaHe NMpean UHAYKUMA Ha aHecTe3uns/
cefauus 3a HecbpgeyHy npoueaypw.'84 MaumeHTn ¢ MHUUAEHTHO
oTkpuTn NSVT ce Hy»KAaaAaT oT Aonb/HUTENHa oLeHKa. CKopoLleH
CUHKOM, MOJO3PUTENEH 3a CbPAEYEH MPOU3XOA, € BUCOKOPUCKOB
CUMIMTOM 1 MOKE 12 HaNIOXW He3abaBHO npremaHe B 6onHuLa. '8
BakHo e fa 6bae onpegeneHa mopdonoruata Ha NSVT (nonmmop-
¢dHa nnm moHomopdHa). TunuuHute mopdonorum Ha MVT (Queypa
3) moraT fa nofcKaxkaT MaMonaTMueH npousxon ¢ bnaronpuatHa
nporHo3a. Hanpotu, paHHuTe KEC, nHMuMupalym Henpogbn-
xutenHa PVT munm moHomopdHa NSVT ¢ KpaTbk 6asaneH LuKbn
(06ukHOBeHO <300 ms, cpegHo 245 + 28, B efHa cepus) MOXe
[a uaeHTUGULUMpPa NaLMEHTN € NO-BUCOK puck ot BCC.'80187 EKT
¢ 12-oTBEXAAHMA B MOKOW € OLEeHKa OT MbpBa JIMHUA U MOXe fa
nokaxe 6enesn Ha SHD nnn nbpBUYHM enekTpuyeckn 3abonsasa-
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Hus (Ed) ESC CardioMed, rnasa 8.6).'88 ExokapauorpadusTa e uso-
6pasuTeneH METOA OT MbPBa JIMHSA, KOWTO OCUMTypsiBa BaxkHa VH-
bopmauus 3a copgedHata dyHkLys u noteHumanHa SHD (EJ ESC
CardioMed 10.3, 10.10, 10.12).120189190 Xontep MOHUTOpPUPAHETO €
noneseH MeTof 3a oLieHKa Ha yecToTaTa Ha NSVT n cebp3aHuTe KEC
(LX) ESC CardioMed, rnasa 8.9)."°" B gonbiHeHWe, Han-Manko 3-Ka-
HaneH Xontep (V1, iBe AOMHM OTBEXAHUSA) MOXeE [ja Aafe HavanHa
oueHka ganu NSVT/KEC ca yHudoKanHy unvm myntdoKasaHu, KakTo
1 Ha mAcToTo(aTa) Ha npom3sxod Ha NSVT. lNocneaHOTO e BaXKHO, ako
NSVT He e BOKyMeHTUpaHa npeam ToBa B 12-kaHanHa EKI.1%?

TecTbT C HaTOBapBaHe MoXe fja 6bfe noneseH 3a ynassa-
He Ha 12-kaHanHaTa EKI Ha NSVT u 3a ngeHTuduumnpaHe Ha
apuTMnK, Npen3BMKaHM OT HaToBapBaHe. HapacTBaHeTo Ha
aputMnnTe ¢ GpM3MYeCcKo HaToBapBaHe, KOUTO He ca C npeg-
nofiaraem uAuonatMyeH npowusxof, TpAabGBa fJa MOBAUTHe
CcbMHeHMe 3a SHD 1 moe fla HanoXun CbBET 3a Bb3bpKaHe
OoT PU3NYeCKN HaTOBapBaHMA [O NOCTaBAHE HA AnarHo3aTta u
3anoyBaHe Ha noaxoAsuwo neyerHue. MNognexawara 3Haynma
KAB TpsibBa fa ce n3knum cnopep npearectoBaTa BeponAT-
HOCT Npu NayneHTa.

OueHka Ha NSVT
(abmkuHa Ha KB, MOpdOOTNS,
IHAYLMPaHa OT HaToBapBaHe)
(Knacl)

JInyHa aHamHesa

baKTOpH, CUMNTOMM,
KOMOP6UAHOCTH, NIeKapCTBa)

(KapavoBackynapH¥ puckosu

(BCC, nbpBIYHa eneKTpuyecka

JlabopaTopus
(EnexkTponuTy,
(NT-)proBNP, TSH/T4)

®amunHa aHamHesa

6onecr, Kapanomuonarus)

}
R T e
L . J

12-kaHanHa ECG
(Knacl)

Exo-kapguorpama

(Knacl)

>24 h Xontep
(Knac lla)

1
¢ ) 3
( ngmonaTuyeH npomsxoa? , ( | |Il!l |Illl!” !l |! ,( MbPBUYHA eNIeKTPIYecKa 60nec1‘,

M3knioueTe
KABY

CMR
(Knac lla)

@ESsc

Ourypa 2:
TaxmKapaus.

AHI’OpVIT'bM 3a OL€HKa Ha NMauyuneHTn, npenctaBAln ce Cbc cnyqa|7|Ha Haxo4Ka Ha HEMPOADb/IKUTENIHA KaMepPHa

KAB, kKopoHapHa apTepuanHa 6onect; CMR, cbpfieyeH MarHuteH pesoHaHc; EKT, enektpokapauorpama; NSVT, HenpoabiikuTen-
Ha KamepHa Taxukapaws; KEC, kamepHa ekcTpacucTona/vs; BCC, BHe3anHa cbpheyHa cMbpT; SHD, CTPYKTYpPHO CbpAeyHO 3a60-

nABaHe.

2 ECG mopdonorus, npegnonarawa RVOT unu dacumkynapeH npousxog, oTpuuatenHa ¢pammnHa aHaMHe3a, HopMasHa 12-KaHan-

Ha EKI n exo-kapanorpama.

b Hanp. aHOManUM Ha aTPUOBEHTPUKYAapHaTa NPOBOAMMOCT, Q 3b6uK, WMPOK QRS KOMMMEKC, OTKNIOHeHWA Ha ST/T BbHWTE,
HEeHOPMasHO BUCOK M HUCHK BoNTax. KamepHa ancoyHKuma/gunataumna/xmneptpodus/m3TbHABaHE Ha CTEHATa, MaToNOrMYHO
[BVXeHue Ha cTeHaTa, myntutonuuHu KEC/NSVTs/HapacTBalla ¢ HatoBapBaHeTo KamepHa apuTtmus (VA).

¢ Hanp. o6pa3s Ha Brugada, gbnbr/kbe QT, nonumopdHa/aBynocoyHa VA npu HaToBapBaHe.

d InarHocTnyeH TecT 3a nsknousaHe Ha KAB cnopea npoduna 1 cumntomuTe Ha naumeHTa.

¢ B3emeTe npefBnA NOBTOPHA OLlEHKa B Clly4ali Ha HOBM CUMMTOMM WS MPOMEHU B KIIMHUYHOTO CbCTOAHME Ha NaLyeHTa.
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MpenopbKn
Ta6nuua 3: [lpenopbku 3a OLEHKa Ha NaLVEHTN C HOBO-
AOKYMEeHTMpaHa KamepHa apuTtMms

Huso®

Knac?

MpenopbKu

Mpv nauneHTn ¢ HOBO-AOKYMeHTMpaHa VA (Yectn
KEC, NSVT, SMVT) ce npenopbyBa nsxoaHa 12-ka-
HanHa EKT, 3annc Ha VA B 12-otBexpawa EKI Bu-
Haru KoraTo e Bb3MO>KHO, U exoKapAnorpama kato
NbpBOCTENeHHa OLeHKa.

Mpv nauneHTn ¢ HOBO-AOKYyMeHTMpaHa VA (Yectn
KEC, NSVT, SMVT) n nogo3peHue 3a SHD, pa3nnyHa
ot KAB cfieq mbpBOHavasiHaTa oueHKa, TpabBa aa
ce Ma npeaBsug CMR.194195

Mpun nauneHTV C MHUMAEHTHa Haxofka Ha NSVT

TpaA6Ba fa ce B3eme npefsug =24 h Xontep EKI. - 5

KAB, kopoHapHa apTepuanHa 6onect; CMR, cbpaeyeH MarHuTeH pe3o-
HaHC; EKT, enektpokapauorpama; NSVT, Henpoab/ixkuTenHa KamepHa
Taxukappaua, KEC, kamepHu ekctpacuctonu; SHD, CTpyKTypHO cbpaey-
Ho 3abonasaHe; SMVT, npogb/iK1TeNHa MOHOMOPGHa KamepHa Taxu-
kapaus; VA, kKamepHa aputmums.

@ Knac Ha npenopbKuTe.

b HuBo Ha pokasatencTaeHoCT.

CMR Tpsab6ea aa ce B3emMe NpeABuwf, Korato ce nogosvpart
KapaMomMmonaTum Uy Bb3nanuTenHn 3abonaBaHna Npu Nbp-
BOHauanHaTa oueHka (L ESC CardioMed, rnasa 10.4).'> CMR
MoXe fa ugeHTuduumMpa B onbiHeHne obnactn Ha ¢prbposa
KaTo cy6cTpaty Ha NSVT.'??

5.2.2.CueHapun 2: [MbpBa n3ABa Ha NpPoAbIHKNTENTHA
MOHoMop¢dHa KamepHa Taxukapaus

ANroprTbMm 3a OLUeHKa Ha NauneHTy, NpeaCcTaBALLM ce C MbPBY

envsop Ha SMVT, e napeH BbB Queypa 4.

[Mo-ronamaTa 4yact oT naumeHtute ¢ SMVT umat nogne-
»awa SHD. SMVT npu SHD ce gbnKn rnaBHO Ha CBbP3aHO C
LMKaTPUKC PUEHTPY 1 CAMO NMOHAKOra Ce Ob/IXKM Ha PUEHTPMU,
CBBP3aHO ¢ 6onecT Ha NPOBOAHaTa cMCTeMa, UM Ha GoKanHu
M3TOYHMUN. BaxKHO e farHocTMUmMpaHe Ha nogneallaTta eTu-
onorva n ngeHTuduLuMpaHe Ha naymMeHTn ¢ ngmuonaTtnyHa VT.
MbpBOHavanHaTa oLleHKa BKJIOYBa LANOCTHA KIMHUYHA 1 da-
MWHa aHaMHe3a, 12-kaHanHa EKT n exokapanorpadus. Heob-
Xoaum e 3anuc Ha 12-kaHanHa EKT no Bpeme Ha VT, Tb11 KaTo
npepocTaBs BaXkHa MHPOPMaLMA 3a MACTOTO Ha NPOM3XOA Ha
VT. Cneyndununm VT mopdonorum (KaTo n3XofeH TPAKT Ha JAC-

_ I"J . J"_. b ’W\WW
LIELEALEE A V\
| | N " / )
L
JWMM MM
JIK pacumkynapha VT (AB6-noao6Ha, ropHa oc, QRS 130 ms)
[ Mmﬂ J'IJIr-P'A | ﬂ rlvl‘ll —P|4|(J J\U 'F'x“ | '“ r"-l
T T
Jr' A ul.,uw LA ﬂ,tl Ul N:“’;W“L“’"“‘
a'f‘v" V'V I' ": : u ' », kai‘j‘ y‘tﬁ J.r.f}#hqjlﬁ'lﬁhﬁ'lﬂﬂla .r.ﬂ-
A ..'W'”'“"( wr m \ W’ NSNS TN YYYY |
L @ESC—
Ourypa3:  TunuuH MOPONOrvM Ha MAMONATMYHA KaMepHa TaX1Kapaus.

JIBB, naB 6eppeH 6nok; J1K, nasa kamepa; BB, neceH 6eppeH 6nok; RVOT, n3xoasly TpaKT Ha AsacHa Kamepa; VT, KamepHa TaxvKkapaus.
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12-kaHanHa EKI JlnyHa aHamHe3a ORI T e FTET e r Na6opatopns
(AbmxuHa Ha unKbRa, Mopdonorus, (KapavoBackynapHu puckosu patop
MHBYKUIA TpH yeuue) GaKTOpU, CAMITOMH, (BCC, nbpBryHa eneKkTpuyecka (Enektponutu,
toEeh) KOMOPGUAHOCTH, NeKapCTa) 6onecr, KapAromuonaTna) (NT-)proBNP, TSH/T4)

12-kaHanHa EKI Exokapauorpama
(Knac 1) (Knac 1)
1
v v v
O vt ?._.@

g M3knousaHe
Ha KABY
l CMR

(Knac lla)

¢ 7 1
| couwarkmAWCY Hacousar o apyrn apanonara Hacousa xom ssananurena Gonecrd

) @) PET-CT
CbpaeyHa/TbKaHHa
6uoncus

ABTOVIMYHHa ceponorus

Buioncus, ppkoBogeHa ot
KapTorpadupaxe
(MpY peruoHanHo 3acArane Ha Muokapaa)
(Knac llb)

(—H
i S
— |

(Knac llb)
- @ESC

®urypa4:  AnroputbM 3a OLEHKa Ha MaLMEHTV MPEeACTaBALLM Ce C ITbPBU MPOABIKUATENEH ENM304 Ha MOHOMOPG)HA KaMepHa TaxviKapayA.
ARVC, aputmoreHHa K kaparnomuonatus;KAB, kopoHapHa apTepuranHa 6onect; KAT, kopoHapHa aHruorpadus; CMR, cbpaeueH
MarHuTeH pe3oHaHc; EKT, enektpokapavorpama; EP, enektpo-dusronornyen; JIK, naBa kamepa; PET-CT, No3UTPOHHO-eMUCMOHHa
ToMorpadus 1 KommnoTbpHa Tomorpadus; KEC, kamepHu ekcTpacuctonu; [IK, aacHa kamepa; BCC, BHe3anHa cbpaeyHa cMbpT; SHD,
CTPYKTYPHO CbpAeyHo 3abonasaHe; SMVT, npoabmkrTenHa MOHOMOPHa KamepHa Taxmkapans; VT, KamepHa TaxmkapAaus.

@ EKI mopdonorua, npeanonarawa K n3xogeH TpakT nnv dpacumkynapeH npomsxon, otpuuartenHa GamunHa aHamHesa, Hop-
MarnHa 12-kaHanHa EKI n exo-kapguorpama.

b Hanp. Q Bb/HY, dparmeHTaumsa Ha QRS, ST/T aHOManuu, NaToNOrMYHO ABUKEHNE Ha CTEeHaTa B KOPOHAPHITE TEPUTOPUN.

¢ Hanp. aTprioBeHTpUKynapHu (AV) aHomanum Ha npoBoanmMocTTa, Q 36uu, Wwnpok QRS Komnnekc, nHBepcua Ha T-Bb/HATa, Na-
TONOFMYHO BMCOKM UAIN HUCKM BONTaxu. KamepHa gnchyHKUuma/annatauma/xunepTpodusa/M3TbHABaHe Ha CTEHUTE/aHOMAHO
LBVKEHVe Ha cTeHuTe/Andy3Ha XMNoKUHe3nsa.

d [InarHocTnyeH TecT 3a nskousaHe Ha KAB cnopes npoduna Ha nauueHTa v CMMNToMuTe.,

¢ CbrnacHo peBu3npaHnTe KpUTepumn Ha paboTtHaTta rpyna.'’®

fHanp. aHomanuu Ha AV NpoBOAMMOCTTa, HEO6UYATHO BUCOKM UM HUCKM BONTaXM, WMPoku QRS, oTKNoHeHA Ha ST/T cermeH-
TUTE, Annatauma n anchyHKLmA Ha JIK, KbCHO rafloIMHMEBO YCMIIBaHE MPU HENCXEMUYHO pa3npeneneHye.

9 Hanp. aHomanuu Ha AV npoBoaumocTTa, wrpoku QRS, ST/T oTknoHeHus, myntudokanHu KEC, Bb3nanutesnHa xunepemus v
OTOK, prbpo3a, JIK u K cnctonHa guchyHKUMA, NneprukapaeH Usnms.
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HaTa kamepa [RVOT] unu pacumkynapeH npounsxop) (Queypa 3)
npy nunca Ha damuiHa aHamHesa 3a KapavomuonaTim n 6e3
fokasaTtenctea 3a SHD nogckassat nanonatuynm VTs.'9 Hetu-
nuuHuTe EKI Mmopdonornm n HeobnyanHuTe KNMHUYHU NPOos-
B/ TpAGBa fja NOPOAAT CbMHeHWA 3a nognexala SHD, nopu n
KoraTo mn3xogHata EKI n exo-kapgnorpamara ca HopmanHu. B
TakaBa cMTyauua TpAbBa fa ce B3eme NpeaBuA AOMbIHMTENHA
oueHka ¢ CMR.'®* begpeHaTta pUeHTPU KamepHa Taxnkapaus
(BBR-VT), HanopobsnBaLa 6eapeH 6nok B EKI, e npr3Hak Ha Ha-
pyLeHa npoBoAnMOCT, Hanp. npy JKMI1, MMoToHUYHa AncTpo-
dvAa n cnep cbpaeyHa KnanHa xupyprua (Queypa 5).

AKO HavanHaTa oLeHKa NoPoAM NoAo3peHMe 3a Nognexalla
KAB, KAT moxe ga n3knoum 3Haumma KAB. Ako EKI n exokap-
avorpaduata nopaxpat cCbMHeHne 3a Kapanomuonatua, CMR
ocurypsaBa BaXkHa [MarHoctmyHa uHdopmauma 3a pasnpefe-
NEHMETO Ha LMKATPUKCA 1 TbKaHHWTE XapaKTepucTukn (Pazdesn
5.1.3.4). KoraTo HenHBa3uBHaTa OLEHKa e HeybeanTenHa, enek-
TpoaHaTOMMYHOTO KapTorpadupaHe n PES morat aa ce Bzemar
npeasuA 3a gnpepeHumnantHa AnarHoCcTrka Mexxay nanonaTmy-
Ha VT un panHa ARVC.'” HacoueHaTa OT efleKTpoaHaTOMWuHa
KapTorpadua 6roncms Moxe Aa MmMa CTOMHOCT 3a OCUrypsiBaHe

Ha TbKaHHa gmarHosa 3a ARVC u npu Bb3nanutenHu 3abonsea-
HUA ¢ PoKanHO pasnpocTpaHeHue (Hamnp. CbpaeyHa capkongo-
3a).1%81%9 B ciyuam Ha nofo3npaHy Bb3nanmtesHm 3aboABaHus,
KOMMIOTbP-TOMOrpadcka No3NTPOH-eMUCUOHHaTa ToMorpadua
(PET-CT), aBTOMMYHHa ceponorus, n 6ruoncuy Ha 3acerHartata
TbKaH Ca YacT OT fMarHoCTUYHaTa oLeHKa,200.201

MpenopbKu

Ta6nuua 4: TlpenopbKa 3a OLeHKa Ha NALNEHTUN C MbPBM
enn3oj Ha MPOADB/KUTENIHA MOHOMOp¢Ha
KamepHa Taxukapausa

Mpenopbkn Knac? Hugo®

Mpu nauveHTn c nbpeu enusog Ha SMVT morat

fla ce B3emaT npenBuj enekTpopr3NONOrmyHo

n3cnefiBaHe, enekTPOaHaTOMUYHO KapTupaHe u C
HacoYeHW OT KapTupaHeTo buoncuu, C uen eTno-

noruyHa ouieHka, 27199202

SMVT, npoabnuntenHa MOHoMopdHa KaMepHa Taxnkapausa.
@ Knac Ha npenopbKuTe.
b Hugo Ha lokasaTencTBeHOCT.
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Ourypa5: beppeHa pMeHTpY KamepHa TaxvKapansa.

BBR-VT, 6efpeHa preHTpu KamepHa Taxukapaus; EKT, enektpokapaunorpama.
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5.2.3.CueHapuii 3: pexnBan BHe3amneH cbpaeyeH
apect

ANropuTbM 3a OLEeHKa Ha ouenenu oT BHe3aneH CbpheyeH

apecT e npepcTaBeH BbB Queypa 6.

CnewHa KAT ce npenopbyBa nNpu nayneHTn ¢ MmokapaeH
nHbapkT ¢ ST enesauua (STEMI).203-206 Bynpekn pa3sHONOCOU-
HUTE KOHCTaTaLum OT aHanmn3n Ha cbopHmn ganHn, 221" tpu pa-
[OMU3MPaHN KOHTponupaHu npoyusaHua (RCT) He ca oTKpunu
3Haumma nonsa ot paHHa KAT npu cbppaeueH apecT (CA) 6e3 ST-
eneBauua. B cnyvan Ha enekTpuyecka HectabunHocT cnep CA,
nofo3puTesiHa 3a NPoAb/IKaBalla MCXemusa, T3 NaHen npu-
ema KAT 3a nokasaHa. CT Ha MO3bKa 1 rpbAHUA KO MOXe fa
naeHTUGMLMpa 6bP30 He-CbpAeUHM NPUYMHM 3a NpeKpaTeHa
BC,%'2 KaKTO 1 pesy/TaTi OT KPbBEH TECT, NOAXOAALM 3a TOK-
cuKonormyeH aHanus.2321> 3agbpKaHeTo 1 CbXpaHABaHETOo Ha
NOAXOAALM KPbBHY NPo6K Lie No3BONM NocsefBalla JMarHoc-

TUYHa oLleHKa, BKMounTenHo JHK aHanus.?'® Bcuukum EKT 3anuncu
OT CNIy>K6UTe 3a CrewHa NoMoLL, KakTo 1 3anncy OT NPOBEPKU
Ha CbPAEYHO-CbAOBUTE NMIMIAHTUPYEMY EIEKTPOHHU YCTPOIA-
ctBa (CIEDS) cblo moraT Aa fonpuHecar 3a avarHosara.?'621?
Bcaka 12-kaHanHa EKI B nokol (BKNIOUMTENTHO C BUCOKM NPEKOpP-
OUanHy oTBeXAaHnA)?2° ma GpyHAaMEHTANTHO 3HaueHne 1 Tps6-
Ba [Ja Ce MOBTaps PefOBHO BbB Bb3CTAHOBUTENIHUSA MEpPUOS.
MpenopbyBa ce HEMPEKbCHATO MPOCeABaHE HA CbPAEUHNS
pUTbM 10 OKOHYATENHOTO NedeHune. 22222 ExokapanorpaduaTa
MOe [1a MO3BOMIN PaHHA AVArHOCTMKA 33 UAEHTUGMLMPAHE Ha
BCAKA CTPYKTYpHa aHoManus.??2223 KopoHapHOTO M306pass-
BaHe Lle 6bAe BaXkHO 3a M3K/uBaHe Ha KAB, gucekaums unm
aHomanun.%22% KopoHapHaTa ONTUYHO-KOXEPeHTHa TOMOorpa-
bV /MU MHTPABACKYNAPHUAT YNTPA3BYK MOraT Aa MOMOrHaT
3a XapaKTepr3MpaHe Ha CTeHO3aTa/CTabuHOCTTa Ha MakuTe
U onpefensHe Ha MOANIEXALMUA MEXaHM3bM Ha CTeHo3aTa.’?

MUOKapAHa ncxemma
1

e

OueHKa Ha NauMeHTCKN
XapaKTepPUCTUKL U
obcToaTencrea Ha BCA

— e

g (Knacl)

Exo-kapaviorpama
(Knacl)

J

KT Ha Mo3bKa 1 rpbaHus Ko (Knac lla)

B3emeTe KpbBHa npoba
3a TOKCVIKOMOTMYHO 1 TEHETUYHO TECTYBaHe

v

MNpernepaii/nostopu EKT (Knac 1)

s momeme )~
eneKTpryecka 6onect®

@ESC

Ourypa 6. Yact nbpBa: ANroputbM 3a OLEHKa Ha NpeXrBeNny BHe3aneH CbpAeyeH apecT.
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TecT c 6riokep Ha HaTpueBUTE KaHanu
(Knac )

PaboTHa npoba
(Knac )

!
R, -

|
R - - ———
®
—— Vavonamwwove

- @ESC

Qurypa 6. Yact BTopa: ANroputbM 3a OLEHKA Ha NPEeXMBeNv BHe3aneH CbpAeyeH apecT.

MM, npeacbpaHo MbxaeHe; KAB, kopoHapHa apTepuanHa 6onect; KAT, KopoHapHa aHrnorpadus; CMR, cbpaeyeH MarHuTeH
pe3oHaHc; CT, KomntoTbpHa Tomorpadus; EKT, enekTpokapauorpama; LGE, KbcHo ragonunHueBo ycunsaHe; BCA, BHe3aneH cbp-
feyeH apecT; SHD, cTpyKTypHO CbpaeyuHo 3abonasaHe; SMVT, npogbmkuTenHa MOHoOMopdHa KamepHa Taxukapans; STEMI, mu-
oKapAeH MHGapKT ¢ eneBauusa Ha ST; VF, KamepHO MbXaeHe.

2 MNpenopbkuTte Ha ESC o1 2017 1. 3a fleueHmne Ha OCTbP MUOKapAeH MHGaPKT NPy NaLVeHTH ¢ eneBauus Ha ST-cermenTa.?

b N3kniousaHe Ha SHD criopes Bb3pacTTa v XxapakTepUCTUKMTE Ha NauueHTa; MpoabmkutenHocTTa Ha QT TpA6Ba fja ce OLieHN OTHOBO
HAKOJIKO iHY CNIef CNIIPaHeTo.

¢ B3emerte npeasug cbpaeyHa CT/KAT B 3aBUCMMOCT OT XapaKTePUCTUKUTE Ha NaLMeHTa Y KINMHUYHUA KOHTEKCT.

d Exorpadckata dpyHKUMA Ha NABaTa Kamepa TpsA6Ba fa 6b/e oLieHeHa OTHOBO HAKOJKO AHM Crief] apecTa, 3a f1a Ce U3KAIU 3alleme-
TABAHETO KaTo MPUYMHA 3a CUCTONHA ANCOYHKLA.

¢ B cnyyait Ha CUNHO KIMHUYHO Nofo3peHre (TUMYHU CUMITOMM 1 MpexoaHa ST efleBaLyA Mo Bpeme Ha MOHUTOPYIPaHE), MoXe Aa ce
0OMUCIIN NO-PaHEH TECT 32 KOPOHAPEH Ba30CMa3bM.
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MbnHa aytoncus?
(Knac )

3anaseTe KpbB 3a NoTeHUManHn
TOKCMKOSIOTMYHM TECTOBE
Knac )

¢ \ ¥
s KT L o
*
oo

———

HacouBaHe Ha pogHUHM OT MbpBa
JIHYA 32 KapAMONOrMYHa OLleHKa
(Knacl)

CnefcMbPTHO FrEHETUYHO TeCTyBaHe
C reHeTVYHa KoHcynTaumn®
(Knac l)

|

- @Esc

®urypa7: AnropuTbMm 3a OLieHKa Ha XXepPTBY Ha BHE3anHa CMbpT.

SADS, cuHApOM Ha BHe3anHa apuTMmnyHa cmbpT; BCC, BHe3anHa cbpgeyHa cmbpT; BC, BHe3anHa CMbpT.

2 [lpenopbyBa ce ayToONCuUsA, B ngeanHua caydar npy BCMYKN Clyvyan Ha HeoyakBaHa BC n BuMHary npwv nuua nog 50 roguHu.
AyToncusTa TpA6Ba Ja BKOUYBA MbJIHO MAaKPOCKONMCKO M3C/iefiBaHe 1 XMCTONATONOrA Ha BCMYKM opraHu. B nugeanHusa cnyyai
cbpueTo TpAbBa Aa 6bae M3cneBaHoO OT CbpAeyeH natonor—-ekcnept. MNpobute, nogxoaawm 3a nssnuyaxe Ha JHK, Tpabsa ga
6bAaT 3anaseHy, Korato MMa CbMHEHWSA 3a HacIeACTBEHM NPUYUHY NN HEOBACHUMA CMBPT.

b Ha 6a3aTa Ha BCUUKM OBCTOATENCTBA, KOETO BK/IKOUBA OTPULIATENHI ayTONCIUM, ayTONCUM C HECUTYPHI HAXOMKM, HEMCXEMNYHU Kapay-
OMVIOMaTKK, KOPOHAPHa apTepriaHa 6onecT, Npy KoATo ce nogo3upa GamiiHa XunepxonectTeposiemMus, U iucekauum Ha rpbaHa aopTa.
¢ Cnen nHbopMMpaHoO cbriacme Ha bnmskuTe.
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MHorokpaTHo e fgoka3aHo, ye CMR uma 3HaumTenHa gonbn-
HUTENIHA AMArHOCTMYHA CTOMHOCT, MO-CreymnanHo npu cKkputa
Kapavomuonatua.'31226-228 MpperyHKTe enekTpuyeckn sabons-
BaHWA MOraT Aa 6baT PaskpuTU Ypes NMPOBOKATUBHN MAaHEBPU
KaTo MpoBoOKaumsa c 6oKep Ha HaTpuesuTe KaHanu,'36:229-231
EKI npw usnpassaHe OT nerHano nonoxewue,?32233 nposoka-
uMA € ageHo3uH,'*4?34 nposokauna ¢ enuHedpuH,’4!152:235-239
€pProHoBuH/aLeTUIXxonnH, 22224 ncuxnuen crpec,®?% 1 pabo-
TeH TecT.16117119.232.243 EnekTpodpn3N0NorniyHoTo M3cnefBaHe un
€/IEKTPOAHATOMMYHATA KapTorpadus Morat fa 6bAaTt nosjesHu
33 OCUTypsBaHe Ha CneunmdUUHO XapaKTepr3npaHe Ha NayyeH-
Ta 3a mexaHu3ma Ha CA U 3a npegJiaraHe Ha TEPANeBTNYHN Bb3-
MOXHOCTIN MPY HAKOW MaumeHTn.?*4- 248 feHeTuyHUTe TecToBe
Morar fia ugeHTMdULMpPaT MonekysspHa nprumnHa 3a BCA upes
NAEHTMOULMPAHE HA MATOFEHHU MyTaLUM B T€HM, CBbP3aHM CbC
cneyndunyHn GeHoTrnose, 213249250

Mpenopbku
Ta6nuua 5: TlpenopbKy 3a oLeHKa Ha NpeXnBenn BHe3a-
neH cbpAeyeH apect

Knac? Hugo®

Mpenopbku
JAnarHocTnyHa oueHkKa

M3cnenBaHeTo Ha ouensan ot BCA 6e3 oueBmaHa 13-
BbH-CbpAeYHa Np1UHA Ce NpernopbyBa Aa 6bae Haa-
31pPaBaHO OT MyNTUANCLMNIVHAPEH Tim,177251-256

Mpun enekTpuyeckn HeCTabUIHN MaUMEHTH, Creq
ouensBaHe oT BCA cbc cCbMHEHMe 3a NpoAb/IXKaBa-
ja MYOKapAHa UCXeMUs, € NMoKa3aHa KOpOHapHa
aHrnorpadusa.

Mpu npexwuseny BCA nauvieHTV TpA6Ba fa ce B3eme
npeasua CT Ha MO3bKa/rPbAHNUA KOLL, KOraTo Xapak-
TepUCTUKIUTE Ha NaumeHTa, EKI n exokapauorpadu-
ATa He CbOTBETCTBAT Ha CbpfeuHa npuunHa.?' 22>

Mpwn npepctaBaHe Ha npexusenu BCA ce npeno-
pbyBa B3emMaHe Ha KpbBHMW NPOo6Y 3a NOTEHLMaNHO
TOKCWKOMOMMYHO 1 reHeTUuHO nscnepgane.” %214

Mpu Bcnuku BCA ce npenopbuBa nperneq Ha 3a-
nucute B CIED n npeHocumuTe MOHMTopl/l.Z”'218

Mpn npexmnsennte BCA ce npenopbysBaT NoBTOP-
Hu EKT B 12 oTBeXgaHuA no Bpeme Ha ctabuneH
pUTBM (BKNIOUMTENTHO BUCOKM NpekopAavanHu EKI
OTBeXAaHWA), KAKTO U MPOABIIKUTENIHO CbPAEYHO
MoHuTOpupaHe, 220222

Exokapauorpapusta ce npenopbyBa 3a OLEHKA
Ha cbpfeyHaTa CTPYKTypa U GYHKLUA NpU BCUYKN
ouenenwu ot BCA.

KopoHapHo n3obpaxeHne n CMR ¢ LGE ce npe-
nopbyBaT 3a OLEHKa Ha CbpAeyHaTa CTPyKTypa
1 GyHKUMA Npy BCryKm ouenenn ot BCA 6e3 AcHa
noanexalua npuuntHa, 02222223226

TecTbT 3a 6nOKMpaHe Ha HaTPUEBUTE KaHamu
M TecTbT C HaTOBapBaHe ce MperopbyBat npu

npexveenn BCA 6e3 sAcHa nognexawa npuyu-
1, 117,222,258-260

-- i -l. i

Mpwu npexunsenn BCA moxe aa ce uma npeasua ns-
cefBaHe C eproHOBUH, aLeTUAXONVH UIn Xunep-
BEHTUNAUMA 33 ANarHOCTMLVPaHe Ha KOPOHapeH
Basocnasbm,240:261

119

CIEDs, cbpfie4H1 UMMNaHTUpyemMun enekTpoHHK ycTpoinctea; CMR, cbp-
feyeH marHuteH pesoHaHc; CT, KomnioTbpHa Tomorpadus; EKT, enek-
Tpokapaunorpama; LGE, kbcHo ragonnHmneso ycunsaHe; BCA, BHe3aneH
CbpAeYeH apecT.

3 Knac Ha npenopbKuTe.

b Hueo Ha gokasatencTeHoCT.

5.2.4. CueHapwuii 4: }KepTB1 Ha BHe3anHa CMbpT
AnropuTbm 3a oueHKa Ha BC e npeactaBeH BbB Quaypa 7.

MoTeHUMaNHO reHeTUYHO CbPAEYHO 3aboNABaHE MOXe fAa
6bae ugeHTMdnunparHo B 25-49% ot cnyyanTe Ha BCC npwu
mnagu (<50 roguHu). To Moxe fa 3acerHe v POSHUHM Ha Noun-
HanuA.2>°%>° 3a na ce yCTaHOBM NPUYMHATA 33 CMBPTTA, € BaXKHO
[a ce cbbepar BCUYKM HANMYHN JaHHW 32 NPEAULIHN CUMMTOMY,
KOMOPOUAHOCTM 1 GpamimiiHa aHaMHe3a,2>>6:215.262:263

OcHoBHaTa posa Ha ayTtoncuATa npu BC e ga ycraHosu
npuuMHaTa 3a cmbpTTa. ChpAEYHUAT MATONOM-EKCNepT Npo-
MeHsi MbpBOHAYanHaTa AvarHosa B 41% OT ciydanTe, KOETO
nopyeptaBa HeobBXOAMMOCTTa OT EeKCMepTHa OLeHKa.263-265
HacneacteeHunTte CbpaeuHn 3a60NABaHNA, KOUTO Ce UAEHTW-
duumpaT npu ayToncus, BKNoYBaT Kapanommonatuu (XKMr,
OKMMN ARVQC) n npexgespemeHHa KAB.2>2756:266 Tokcumkono-
TMYHUAT CKPUHUHI MOXe Aa pasKkpuie MpeaosvpaHe Ha ne-
KapctBa unu nonndapmauma npu 31-56% ot cnyvamTe Ha BC
npu maagy nriua.??2%8 Mpy ayToncMoHHO-HEraTMBHM Ciydan
C OTpMLATEIHA TOKCUKOMOTMA MOXKE [ia Ce MPUNOXKN TEPMUHBT
CMHAPOM Ha BHe3amnHa apuTMmnyHa cmbpT (SADS), a nbpBUYHK-
Te efleKTpryecky 3a6onsBaHNA MoraT Aa 6bAaT NOTEHUMANHN
MPUYMHK 3a CMbBPTTa.> 183223253 33na3eHa TbKaH 3a M3BNMYa-
He Ha [JHK uMa BaXHO 3HaueHue 3a CIeACMbPTHUA FreHeTUYeH
aHanu3, Npy KOMTO 40 NONOXKUTESIEH PE3YNTAT MOXKE Aa Ce [LOC-
TWUTHE B eWH OT TpU Ciyyasn,'83:269.270

KnuHuyHaTa oLeHKa Ha POAHUHM OT MbPBa JIMHUA € BaXKHa,
aKo MpuYMHaTa 3a CMbPTTa Clef ayToncuATa e HensBecTHa
(Pazden 5.2.5, cueHapuin 5) unu ce nofo3npa, ye e yHacnege-
Ha, C OTYeTeHa KOMBUHMPAHA ANArHOCTUYHA ePeKTUBHOCT Ha
reHeTMYyHaTa M KAMHWYHATA OLeHKa oT 18-53%.2°2:266.271 Mo-
CMbPTHO TEHETVMYHO M3C/IeABaHEe Ha MOYMHAMNSA, HACOYEHO
KbM MPUYMHATA 33 CMbPTTA, € ugeHTUdULMpano Mmytaummn B
OKOJ10 efjHa TpeTa OT CjlyyamTe,>6:266:269

Mpenopbku
Ta6bnuua 6: [penopbKu 3a OLEHKa Ha XXepTBUTE Ha BHe-
3anHa cMbpPT

Mpenopbkn Knac®  HugoP

M3cnepBaHeTo Ha HeovakBaHa BC, ocobeHo B cny-
Yyali Ha CbMHeHMe 3a HacneacTBeHO 3abonsABaHe,
TpAbBa fa 6bhe MproOpUTET Ha O6LIECTBEHOTO
3ppase.20:25,56

B cnyuaute Ha BC ce npenopbyBa fja ce cbbe-
pe nogpob6HO onrcaHue Ha obCToATencTBaTa Ha
CMBPTTa, CUMNTOMUTE NPEAN CMbPTTA, CeMeliHaTa
UcTopuA 1 fa ce npernefat npeaulliHu meauumnH-
cKu focueta. >0

B npeanHua cnyvan ce npenopbyBa MbjHa ayTon-
CVisi BbB BCMUKM CJTyyan Ha HeovaksaHa BC, 1 BuHa-
Y Py La <50 roguH,183:264:265,267,269,270

B cnyuaunTe Ha BCC ce npenopbyBa fia ce 3anasaT
npo6u, noaxoAALM 3a ekcTpakyma Ha OHK, n ga
Cce HanpaBu KOHCynTauuma CbC CbpAeYeH naTo-
0T, KOraTo ce MoAo3Mpa HacneacTBeHa NpuynHa
WA NPY HeO6ACHMA NPUYMHA 33 CMbpT.20420°

TOKCMKONOrMYHMTE aHaN13um ce npenopbyBat npu
cnyyanm Ha BC c HecurypHa npumynHa 3a CMbpT-
Ta 267,268

3a BCC, kbgeTo npuynHaTa € u3BecTHa Uau ce
npepanonara ye e HacNeACTBEHa, ce NpenopbyBa

FreHeTUYHO n3cnenBaHe, HACOYEHO KbM MnMpuyn-
HaTa, 6,266,269

Mpodwixasa
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lMpodwxeHue

Cnep SADS ce npenopbyBa CieACMbPTHO reHe-
TUYHO W3CNEeBAHE, HACOYEHO KbM MbPBUYHO
eneKTpryecko 3abonsaBaHe, KOraTo NOYNHANNAT €
mnag (<50) n/unun obctoAaTencTearta u/unu cemei-
HaTa aHamHe3a NoAKPenAT NbPBUYHO eNekTpuye-
cKo 3a6onaBaHe,”%183,223

Korato ayToncusATa AMarHOCTMLMPA Bb3MOXHO
HacneAcTBeHO CbpAeyYHO 3abonAaBaHe, ce npeno-
pbYBa POLHVHMTE OT MbPBa JIMHUA fa Ce N3NPaTAT
3a KapAuosornyHa oueHKa B creuuanusupaHa
knuHuka.?’ 11272

B cnyyam Ha He-aytoncupaHa BC, korato ce mo-
A031pa HacnefCTBeHO CbpAeyHo 3abonABaHe, ce
npenopbyBa fja Ce HacoyaT POAHMHU OT MbpBa

JINHWA 3a CbpAeyvHa OueHKa B cneyunanmsnpaHa
KﬂVIHVIKa.223’253'273

Cnep SADS moxe pa ce uMa npeasug cneacMbpT-
HO reHeTWYHO M3CneABaHe Ha MoYMHanuA 3a Ao-
MbAHUTENHN FeHN.

Cnepn SADS He ce npenopbyBa ClejCMbPTHO
reHeTUYHO M3CnefBaHe CbC CEKBEHMPaHe Ha

eK30M Uiy reHom 6e3s npegBapuTenHn Xxmno-
Te3l/l.274’275

OHK, nesokcmprboHyknenHoBa KucenmHa; SADS, cHApom Ha BHe3an-
Ha apuTMnyHa cmbpT; BCC, BHe3anHa cbpaeyHa cmbpT; BC, BHe3anHa
CMBPT.

@ Knac Ha npenopbKuTe.

b Hueo Ha [OKa3aTesICTBEHOCT.

5.2.5.CueHapuii 5: PogHNHM Ha NoYNHaNM cbc

CUHAPOM Ha BHe3arnHa apuTMnyHa CMbpT
ANropuTtbm 3a OLeHKa Ha POAHUHM Ha HacnegHUum Ha SADS e
npepcTaBeH Bbe Queypa 8.

MpoyuBaHuA, oLeHABaLLM ceMencTBaTa Ha NoynHanmTe ot
SADS, ca ngeHtuduumpany nognexalo reHeTUYHO CbpLaeYHO
3abonABaHe Npu POAHVHMU, 3a KOETO Ce npeanonara, ye e npu-
YrHa 3a CMbPTTa NPW IMnca Ha Apyru Haxoaku. O6WmAT npo-
LEHT AnarHoctmyeH gobue e ot 18 go 53%, B 3aBUCUMOCT OT
nonynaumaTa n KIMHUYHUTE NPOTOKON 3a uscneasaHe.?’® Yc-
TaHOBeHUTe eTuonorum ca Bkntousanu LQTS, BrS, CPVT n gpyru
HapyLeHus, KaTo Kapamommonatuns.?’¢ Bcuuky npoTokonu Ha
npoy4BaHeTo ca pa3ynTanu Ha nopgobeH NbpBOHavaneH noa-
XOf} 3@ OL|eHKa Ha NaToNorMyHUTE JOKNaAN Ha MOYMHaNMA, me-
AMUMHCKaTa aHaMHe3a 1 obcToATeNncTBaTa Ha CMbPTTa U cnej
TOBa npepfaraHe Ha KJIMHNYHA OLEeHKa Ha POAHVHU C MUHW-
MyM, BKJIIOUBaLl NINYHa aHamMHe3a, baMuiHa aHaMmHesa, dbusn-
kaneH nperneg, EKI n TecT c HaToBapBaHe, KaKTo 1 exoKapau-
orpacusn.?23:252.253.277-282 Toga, No KOETO Ca Ce pasfimuyaBany, e
6una yectotaTa Ha M3Mon3BaHe Ha AOMbIHWUTENTHU TecToBe,
kato EKI c Bucokm otBexgaHua, Xontep MOHUTOpPMpPaHe, Cu-
rHanHo ycpegHeHa EKI, CMR v npoBoKaTMBHO TecTyBaHe.'®
MpoBoKaumATa ¢ nekapcTsa, 61oKMpaLy HaTpUeBUTe KaHanu,
n EKI ¢ BUCOKM OTBeXAaHWA, N3BbPLUEHN CUCTEMHO NPU POA-
HUHU Ha SADS, ca goBenu B eaHO NpoyyBaHe Jo 28% fo6uB Ha
BrS guarHosu;?8! Bce nak nma onaceHns 3a Gpanwmemn NoaoXu-
TenHu pesyntatn.'*® OcBeH ToBa NpoBoKauWATa C envHedpuH
He e NpoyyYBaHa cMCTeMaTUYHO B cemencTBa Ha SADS, Ho cno-
pen MHeHMeTO Ha To3M NaHes Moxe Aa 6bAe nonesHa Npu na-
LMEeHTN CbC CbMHeHwMe 3a CPVT, Konto He moraT fa M3BbpLuBaT
paboTHa npo6a.’>’

CKOpoOLWHM JaHHM MoKas3axa Hal-manko 13% reHeTuueH
[o6ue B cnyyamte Ha SADS.13>178/183.276.283 PytiuHoTO Npocre-
AABaHe Ha cemeiicTBa 6e3 NoCTaBeHa fiMarHo3a BOAN O Masko
HOBM gMarHo3m,?®* Bbrnpekn ue geua Ha noyvHanM Morat ga

6baaT nNpocneasBaHM A0 KbCHA Bb3pacT 3a MeHeTpupalla ¢
Bb3pacTTa 6onect.'s!

AKo ayToncusATa e ABYCMUC/IEHa WM aKo ayToncus He e
6una npegnpueta npu mnag ciyvan Ha BCC ¢ damunHa nnn
JIMYHa aHaMHe3a, Nofo3prTesiHa 3a HAaCeACTBEHO CbPAEYHO
3abonABaHe, Torasa fobMBBLT OT PpammnHaTa OLEeHKa e Nofo-
6€eH Ha TO3M NPW ACHK clyyamn Ha SADS, 223253271

Mpenopbku

Ta6bnuua 7: [penopbKu 3a oLeHKa Ha POAHUHU Ha NoYn-
Hanum cbC CMHAPOM Ha BHe3anHa apuTMUYHa
CMBPT

Mpenopbkn Knac? Huso?

MpenopbyBa ce pammnHa oLeHKa Ha MoYnMHaNM

ot SADS:

+ 32 POAHMHYW NO NbPBa MNHUA

+ 33 POAHUWHMU, KOUTO TPAGBa Aa HOCAT MyTauna
Ha 6a3aTa Ha aHanM3 Ha cemeliHaTa aHamHe3a

+ 33 POAHMHU CbC CYCNEKTHU CUMMNTOMM

+ KOraTo Bb3pacTTa Ha nounHanua e <50 rogu-
HU WU aKo MMa BPYrM KOCBEHW AAaHHW Un
damunHa aHamHe3a, KOUTO rOBOPAT 3a Ha-
cneacTBeHo 3a6onapaHe,223:252:253,277,281

MpenopbuBa ce GamunHaTa OLeHKa Ha MoYmnHa-
nv oT SADS pa BKknouBa reHeTUYHO U3cnenBaHe,
KOraTo MoCnecMbpPTHOTO FeHEeTUYHO n3cnenBa-
He cnep cMbpTTa Ha noymHan ot SADS oTKpuBa
natoreHHa mytauus.'83:253,277.281

MpenopbuyBa ce HayanHata damuiaHa OLEHKa
Ha noynHanm ot SADS ga BKJOYBA CHEMAHE Ha
MeAnUMHCKa aHaMHe3a 1 U3BbpLuBaHe Ha pusn-
KafieH npernea, cTaHfapTHa U BUCOKa Npekop-

avanHa EKT, exokapguorpadus n Tect ¢ HaTo-
BapBae,223:252,253,277,281

B cemelicTBa cbc SADS 6e3 guarHosa cnep Knu-
HUYHaTa OLEHKA Ce NPenopbyYBa NpocneaasBaHe
Ha flellaTa Ha MOYMHaNUTE A0 JOCTUraHe Ha 3pA-
na Bb3pacr. 81284

D®apmaKkoNorMyHo uscneaBaHe ¢ 6n1okep Ha Ha-
TPUEBUTE KaHanu TpAabBa Aa ce B3eMe NpeaBua
npyv poAHUHM Ha noumHanm ot SADS, kKouTo ca
Ha 16 nAM noBeye roAuHU, KOraTto HayaaHOTO
nscneaBaHe W/Unu HaxopkuTe npu npobaHaa
yBenuuaeat nogospeHuero 3a Brs. 2’7281

AMb6YNaTOPHOTO MOHUTOPUPAHE Ha CbpAeYHUA
putbm 1 CMR morat ga ce umaT npeasua npu
POAHMHM Ha nounHanu ot SADS,223:253,277,281

DapMaKkoOrMYHO U3CNeaBaHe, BKIOUYUTENHO
nposokauus ¢ ennHedprH (@Ko TECTBT C HATO-
BapBaHe e HemoAgxoAsL) v nposoKayusa c 6o-
KEpP Ha HaTpueBUTE KaHann MOXe fa ce uma
npeasua NpU POAHMHMN OT MbpPBa CTEMEH Ha Mo-

ynHanu ot SADS ¢ HOpmanHu HayanHu nscneq-
BaHns,223:281

B cemeiictBa Ha SADS 6e3 guarHosa cnep Knum-
HUYHaTa OLleHKa He ce npenopbyBa Npocneas-
BaHe Ha 6e3CYMMNTOMHU Bb3PacTHU, KOUTO MO-
rat ja 6baaT M3NuncaHn CbC CbBET Aa CE€ BbPHaT,
aKo pa3BMAT CMMNTOMU WMAW ako damunHata
aHaMHe3a ce npometu,'81/284

BrS, cuiapom Ha Brugada; CMR, cbpieyeH marHuteH pesoHaHc; EKT,
enekTpokapauorpama; SADS, cMHOpPOM Ha BHe3amnHa apuTMUYHa
CMBPT.

@ Knac Ha npernopbKuTe.
b Hugo Ha nokasatencreeHocT.
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/" Oammnna oLieHKa npu pOHHI/IHI/I\
OT MbpBa CTeMeH, 3aAbIKUTENHY
HOCUTENN NN POAHUHN

CbC CYyCNeKTHU CUMMTOMU
cnopen CbCTOAHNETO

* (Knac ) *
TeHeTNUYHO KOHCYNTUpaHe 1

KaCKafHO TeCTyBaHe Ha poAHUHUTE

L (knac 1) v,

TecT c 6n1okep
Ha HaTpueBws KaHan?
(Knac lla)

b

EnnHedpmrHoB TecT
(Knac llb)

@ESC

Qurypa8: Anroputbm 3a OLeHKa Ha POACTBEHMLM Ha MOUYNHAMN OT HEOOACHMA BHE3amNHa CMbpT.

CMR, cbpaeyeH marHuTeH pesoHaHc; EKT, enektpokapanorpama; SADS, cuHApPOM Ha BHe3arnHa aputMmyHa cMbpT; BCC, BHe3an-
Ha CbpfeyHa CMbpT.

@ Hap 16 roguHu + BCAKaKBU NOA03PEHUA 3a CUHAPOM Ha Brugada npu TectoBe nnv 06CTOATENCTBA HA CMbPTTa.

b Ako paboTHaTa Npoba He e OCblUeCTBIMA.

¢MpeoLieHeTe Aany MMa NPOMsAHA B CeMeliHaTa aHaMHe3a U HOBW CYUMIITOMM
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6. Tepanuu npm KamepH®
aputmun. O6WKM acnekTn.

6.1. OcTpo neveHue

6.1.1. JleueHne Ha O6GpaTUMMN NPUUNHN
O6paTuMnUTe MPUYMHM MoraT Aa npefctasnasar go 50% or
BCA.285286 Mpes noseueTo Bpeme obade e TPyAHO Aa Ce onpe-
Jleny TouHaTa OCHOBHa npuurHa 3a BCA n nanu 18 e obpatuma.
3aab/KUTENHA e UANOCTHA OLeHKa Ha nauyueHTuTe cbe BCA, ako
OCHOBHOTO CbpAieUHO 3a601ABaHE € HeV3BECTHO UMK ce NOof03N-
pa nporpecus Ha 3abonasaHeTo (Pa3desn 5.2.3, cueHapuii 3). Enek-
TPONUTHUAT ANCcHaNaHC, KaTo XUNOoKanVemus, MoXe aa npeamns-
BUKa VA, a 6bp30 NoKauBaHe Ha U3BbHKNETbYHIA Kanil MOXe f1a
posefe Ao acuctonua.27-28 pyru gpaktopm Kato Gpagnkapaus,
MCXEMMA, KOPOHAPEH Cra3bm, TPOM603a, TPECKa, OCTPO ragyBa-
He U [MeTa mMorar fia jonpuHecar o nossa Ha VA.2°%-2%2 Mpeno-
pbuBa ce 0CTpa KOpeKLWA Ha Te3n obpaTuMu hakTopu.
JleKapcTBEHO-MHAYUMPaHN apuTMUn Tpsibea fga ce no-
[03VpaT Npu NauyneHTy, eKyBaHN CbC CPEACTBA, 3@ KOUTO €

N3BECTHO, Ye NPOMEHAT eNeKkTprnYeckmnTe CBONCTBA Ha CbpLie-
TO (Hanp. Nnpean3BuKBaly yabxaeaHe Ha QRS n/vnun QT nH-
TepBana) Un NpUYVHABALLM €IEKTPOSIMTHU aHOManunu (Hanp.
TMasnaHn 1 6pumKoBu JuypeTtnym). Korato ce npegnonarat
apuTMuUK, NPeAn3BMKaHU OT NIeKapCcTBOTO, TpAGBa Aa ce crpe
BCAKO NPeAn3BMKBaLLO JIeKapCTBO 1 la ce n36ArsaT BeLecTBa,
3a KOUTO e N3BeCTHO, Ye yabsKasaT QT nHTepsana (Hanp. cota-
non).293294 XunomarHesvemnaTa u/unm xmnokaaneMmaTta Moke
fa ca cebp3aHu ¢ Torsades de pointes (TdP). IHTpaBeHO3HMAT
MarHesuii e ebpekTmBHa Tepanua 3a TdP gopw npu nunca Ha
xunomarHesviemus.2> Mpn pedpakTepHn Ciyyam Ha peunam-
Bupaly TdP B ycnosuATta Ha npugobut abnbr QT, aputmnaTta
MoXe fa 6bAe NoTUCHaTa upes yBennyaBaHe Ha noasekalla-
Ta CbpAeYHa YecToTa ypes M3MoJsi3BaHe Ha M30MpPOoTepeHos
(M3onpeHanvH) NNy TPaHCBEHO3HO NercrpaHe.

MaumneHnTn, konto npexnsasat BCA B KOHTeKCTa Ha npepa-
nonaraema obpaTtmma NpuYMHa, MoXKe fa UMaT BUCOK NPOLIEHT
CMBPTHOCT.?8¢ B CKOPOLWHO rofifiMo 06CepBaLMOHHO MPoyY-
BaHe?® Bbpxy npexuseny BCA, npunucsaHo Ha obpatuma u
Kopurnpaema npuymHa, NocneasawoTo nMmnnaHtTupare Ha ICD
e 6110 CBBP3aHO C NO-HUCKA CMBPTHOCT MO BCUYKU MPUYNHY,

OCTpO NeyeHne Ha naymneHT C NpaBuiHa Taxnkapama C WpokK QRS Komnnekc

l

apavosepcna/gepnopunayma, XemoanHamnyHa -
(S e (RS -

V3BecTHa nnn
CyCMeKTHa CTPYKTypHa
CbppaeyHa 6onect

AHamHe3a, dusnKaneH npernes,
12-kaHanHa EKI

l

AZEHO3UH 1NN Barycosu
npuitioMu, Npu BeposTHa SVT?
(Knac lla)

®urypa 9:

Wpunonatnuna VT
1
v ! 3
W3BecTHa M3BecTtHa VT Apyr unn
dacumkynapHa VT OT U3XOfHMA TPAKT HecurypeH tvn
PycK OT aHecTe3vATa PucK OT aHecTe3uATa
npu Kapp,VIOBepCI/IﬂTab npu Kap,qvnosepcmmab
pe pe
® m ® m
A, T T
DETA=0NOKREPH MpokanHamng MpokanHamng
(Knacl) (Knac Ila) (Knac Ila)
OnekanHmng AmuopapoH
ANmanuH (Knac llb)
Cotanon
AmnopapoHc
(Knac lib)
| |
Kapanosepcusa (Knac ) )
. @Esc—

AJ'II'OpVIT'bM 3a CMeLWHO NnevyeHne Ha npaBuJiHa TaXxnkapana C LWMPOK QRS komnnekc.

ALS, HanpepfHana »u13HeHa noapbxKa; EKI, enektpokapaunorpama; SVT, cynpaBeHTprKynapHa Taxukapaus; VT, kKamepHa Ta-

XUKapausa.

@ OcBeH SVT, afeHO3NHBT MOXKe CbLo Ja NpeKpaTtu nanonatuyHa VT, KOeTo ToraBa nokasBa TpureprpaHaTa akTUBHOCT KaTo

nognexaw MmexaHn3bM Ha apUTMUATa.

b Monzara ot KapanosepcnAaTa Tpﬂ6Ba Aa ce npeTernm cnpAaMo PUCKOBETE, CBbP3aHU C aHecTe3nATa/cepaymATa.
€ Kato ce B3eme npeasua orpaHn4YeHatTa HaJIMvYHOCT Ha APYTY aHTUAPUTMUYHW NNeKapCTBa.
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MpenopbKu
Ta6nuuya 8: [penopbku 3a neyeHne Ha 06paTMMMN CbCTOAHNA

Mpenopbkn Knac® HuBoP

I'Ipenopqua Ce oTTerndAHe Ha BpefHW CpencTtsa,
BMHAry Korato ce nofo3npaTt NeKapCTBEHO-UHAY-
UMpaHu VAS.293'294’297

Mpwu naymeHTN c VA ce npenopbyBa U3csefBaHe 3a
06paTUMK NpUUKHK (Hanp. enekTponuTeH Ancba-
NaHC, UCXEeMUS, XUMOKceMs, Tpecka). 292298

Bbnpekn Bb3mMOXKHa Kopurmpyema npuynHa 3a npea-
cTaBAwWata ce VA, HyxpaaTa OT uMmrniaHTpaHe Ha ICD
TpA6Ba Aa ce B3eme npefBw Ha 6a3ata Ha MHAVIBYAYan-
Ha OLIeHKa Ha pucKka oT nocnegalya VA/ BCC.286:296,299

ICD, umnnaHTupyem KapauoBepTtep aedubpunatop; BCC, BHe3anHa
cbppeyHa cmbpT; VA, KamepHa apuTMua.

@ Knac Ha npenopbKuTe.
b HuBo Ha pokasaTencTaeHoCT.
€ HensuepnateneH cnncbk.

C U3KnoYeHre Ha aboptupaHa CA, HacTbMBalla Npy Hanuyre
Ha OCTbp MuOKapaeH uHpapkT (MU). CnegoBatenHo Heobxo-
OMMOCTTa OT NPodrNakTMYHO MMnaaHTMpaHe Ha ICD Tpabsa
[la ce B3eme npeasuj Ha 6asaTa Ha MOANEXALOTO CbPAEYHO
3abonABaHe U Ha MHAMBUAYAHA OLEHKa Ha 6baelmns pruck ot
»MBOTO3acTpawasawa VA.

6.1.2. OcTpo nevyeHve Ha NpoAbIKUTENHA
MOHoMop¢dHa KamepHa TaxukKapaus
MaumeHTuTe NpefcTaBAwm ce cbc SMVT TpabBa Aa 6baaT nekysa-
HY cnopep cumnTommuTe 1 etnonoruaTa (Queypa 9). NauneHTnTe
NpPeACTaBALLN Ce C XeMOAMHAMMYHA HECTABUTHOCT U3MCKBAT He-
3a6aBHA CMHXPOHM3MPAHa KapanoBep3uns. AKO CUHXPOHMU3Mpa-
HeTO He e Bb3MOKHO, TPAGBa fa ce N3MoN3Ba HECUHXPOHU3MPAH
Wwok. Kaparosep3mnaTa He e NoKasaHa Npuv NaumMeHTn ¢ noBTapA-
wy ce NSVTs (Queypa 10). BaxHO e JOKYMEHTMPAHETO Ha BCAKa
XEMOANHAMMYHO NOHOCKMMA TaxmKapaus ¢ wmpok QRS Ha 12-Ka-
HanHa EKT. Tpsab6Ba fa ce B3eme npeasug NPUIOXKEHNE Ha afeHo-
31H3%° 1AM BarycoBm NpuitomMuy ¢ HenpekbCcHaT 3anuc Ha EKT B 12
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(Dlnrypa 10: nOBTapﬂlLl,Vl Ce 3anncny Ha KaMepHa TaxnkapauaA, npekbCBaHM OT €ANHUYHN CUHYCOBU KOMIMJIEKCU.

VT, KamepHa Taxnkapgus.
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OTBEXKAaHWA, ako IMa BePOATHOCT OT HafjkaMepHa Taxukapaua
(SVT). IHTpaBeHO3HMAT afeHO3MH MOXKe CbLLO fa NpeKpaTn cre-
undunyHM noaTunose VT. TakbB OTFOBOP NOAKPeENA MefumnpaHaTa
OT UMKNMYeH afeHo3nH moHodocdat (CAMP) TpurepHa akTums-
HOCT KaTo Moasiexaly MmexaHnsbm Ha VT.3%' MpeekcumtrpaHoto
npefacbpaHo mbxaeHe (NMM) moxe aa 6bae pa3no3Hato no ,FBI”
(6bp3, Wrpok, HenpasueH) EKI mogen. To moxe fa ummtmpa VT
M MHTPABEHO3HOTO MPUWJIOKEHNE Ha NIeKapCTBa, KOMTO 3abaBAT
AV NpoBOAMMOCTTa, KaTo afieHO3UH, 6eTa-6nokepu 1 ammnopga-
poH, TpsAbBa Aa ce n3bAreat.>*2 bbp3oTo NpekpaTABaHe Ha SMVT
ce npenopbyBa Aopu Npu noHocuma SMVT, Tbin KaTo MoXe Aa
HacTbNN 6BP30 XEMOAVHAMUYHO BriolaBaHe. MpeKkpaTaBaHeTo
MO>e fia ce MOCTUMHE C eNleKTpUYecKa KapanoBepcurs, aHTapuT-
MUWYHW NleKapCTBa UM Nerncrpalym TeXHUKU. Bcnukn aHTraput-
MUYHM nekapcTtea (AADs) moraT fa foBeAaT O XMMOTOHUA, HO
TpA6Ba fja ce B3eMe NPeABUA Y UHAMBUAYAHVAT PUCK OT aHecTe-
3uA/cepauna, Heobxoarm 3a Kapanosepcus. 3a dapmakosorny-
HO NpeKbCBaHe Ha XeMoAMHaMNYHO noHocuma VT ¢ Hem3BecTHa
€TNONOrA MOXe [ia ce 13MoJ3Ba MHTPaBEHO3EH MPOKanHaMug,
1m ammofapoH. B npoyusaHeto PROCAMIO,? tepanusta ¢ npo-
KavHamup e 6rna cBbp3aHa C No-4ecTo NpekpaTABaHe Ha Taxu-
KapAnATa 1 NMo-Masiko CePrO3HM HEXeNnaHn CbpAeyYHN CbouTua,

OTKOJIKOTO aMMOJAPOH. IHTPaBEHO3HMAT MpoKanHaMug He Tpab-
Ba /ia Ce M3Mon3Ba NPU NaLMeHTN C TeXKa CbpfieyHa HeAoCTaTbuy-
HOCT, OCTBbP MH}APKT Ha MMOKapAa 1 KpaeH CTafunii Ha 6bopeyHo
3abonnasaHe. MpunoxeHneTo Ha Apyrn AADs (aiimanviH, cotanon
n dnexkanHng)3%43%> mMoxe ga ce Mma npeasua NpW NauyeHTV
6e3 3HauMO CbpAeyHo 3abonABaHe, HO TPAGBa fa ce NpeTernn
BHUMATENIHO PUCKBT OT HeXkenaHu cbbutra. HannuneTto Ha AADs
TpA6Ba fa Ce B3eMe NpeABUA , Hamnp. NPoKarHaMmz He e HannyeH
B MHOrO eBponenckn ctpanu. lMpn naunentn ¢ ICD pbyHOTO NO-
racABaLlo nericnpaHe Moxe Aa npekpaty Tesn VTs ¢ Ab/MKMHa Ha
LMKbAa NoA nporpaMmmpaHaTta YectoTa Ha fetekuma Ha ICD. B cny-
yan Ha n3BecTHa namnonatnyHa VT (Quzypa 4) 3a ocTpa KOHBepCKA
ce npenopbyBa NeyeHne c 6eta-6nokepu (npy RVOT VT)3% nnan
Bepanamun (Npu dacumkynapHa VT)3 . Bbnpekun ye Bepanamus
MOXe fja NpeKkpaT Apyru Bugose nauonartuyra VT, morat aa
Bb3HMKHAT BaXKHU HeGNaronpuaATHY edeKkTr KaTo TexKa XUMo-
ToHUA. AKko eTnonoruata Ha VT e HecurypHa, MHTPaBEHO3HOTO
NPUNOXKEHVEe Ha Bepanamun He ce npenopbusa.’?®3% [zyepna-
TenHaTa oueHKa Ha nauneHTuTe ¢ SMVT e 3agb/mKnTenHa, ako oc-
HOBHOTO CbpAeyHo 3abonsABaHe e HEM3BECTHO UK Ce NMoJo3MpPa
nporpecus Ha 3abonasaHeTo (Pasdesn 5.2.2, cueHapwii 2).

nopaau MM/SVT/Hucebk npar  «—»
Ha CeH3MpaHe Ha enekTpoza

HENPOABIKUTENHN
enusoan Ha VA

®

fo [leakTnBupaHe '
nTMmnsm- Ha ICD upe3 feuenue
Pl nporfa- NoCTaBAHE Ha MarHuT, wa IM/SVT?
M”plagg aKo HAMA HannueH
(HI-’j1 ) nporpamaTtop
| 2S (Knac )
f [leakTvBupaHe N
ontumnsun-
Ha ICD upe3
paHo nporpa-
2 |MOCTaBAHE Ha MarHuT,
—>| MupaHe —
aKOo HAMa Halnn4eH
R nporpamaTtop
(Knac )
L (Knac ) J
(Knacl)

L —fla—
cTabunex E ‘ !!ac” ’

CTbIKA 3 l

MonnmopdHa VA

@ESCc

®urypa 11.MbpBa yact: [Moaxon Npv NaLMEHTUN C enekTpryecka bypa nny NnoBTapALWM ce pa3paan Ha UMMaHTMPyeMunA

KapavoBepTep agedubpunatop.
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6.1.3.Mopxon npu enekTpnyecka 6ypsa n
HemnpeKbcHaTa KamepHa TaXukapava

EnekTpunyecka 6ypa ce cpela yecto npu naymeHtn ¢ ICD n e
deduHMpaHa KaTo TpY MK NoBeYe enu3oaa Ha NPoabIKMTeN-
Ha VA, HacTbnBaLy B pamkuTe Ha 24 h, n3nckealym nnm aHTuTa-
XvKapgHa ctumynaumsa (ATP), unu kapanosepcua/gedunbpuna-
LA, KaTO BCEKU €Nu30[ e pasaesieH oT Hal-masnko 5 min,310-312
MauneHTHTe, NpeXXMBENN enekTpuyecka bypsa, ca npeppasno-
NOXEHW KbM MCUXONIOrMYeCcKn pa3CcTPONCTBa, AeKOMMNEeHcaLmnsa
Ha CbpAeYHa HeJOCTAaTbYHOCT M MOBULWEHA CMbPTHOCT. 33314
TexkecTTa Ha enekTpuyecka bypa Moxe Aa Bapupa OT MnoBTa-
pAwn ce 6e3cMmnToMHM enusoan Ha VT, npekpaTteHu c ATP,
[0 XMBOTO3acTpallaBallia enekTpryecka HectabunHoct c VA,
KOATO Ce MOoBTapA YecTo cJief] MHOXKeCTBO LIOKoBe. YecTu wwo-
koBe oT ICD morat cblo Aa 6baaT nogajeH HeMOTUBUPAHO
(Queypa 11).

B cnyyan Ha HemoTtuBupaHu ICD wokoBe (Hanp. nopa-
an SVT unu pedeKkTn Ha eneKkTpoaa) NN HeHYXHa Tepanua ¢
ICD (Hanp. 3a NSVT vnu 3a penetntneHn VTs, KOUTO CNupaT U
pecTapTupaT CMOHTaHHO), ce MpenopbyBa AeaKTMBMPaHe Ha
Tepanuute ¢ ICD. AKO HAMa HanU4eH cneunanuncT no enekTpo-

dusmonorua nnm nporpamuct, ICD moxe ga 6bvhe feakTuBU-
paH upe3 NocTaBAHEe Ha MarHWUT BbPXY YCTPOWNCTBOTO.

B cnyyan Ha xemopgvMHamMnyHa HeCTabUNHOCT MpY NMbPBO-
HauyanHaTa OLEeHKa ce MpernopbyBa BbBeXaHe Ha paswwupeHa
noaapbxKa Ha xueoTa (ALS).3'> O6paTummTe CbCTOAHNA, JOMN-
pUHacAWYM 3a 3amnoyBaHe 1 nNpofbikaBaHe Ha VA, Tpabsa fa
6baat KopurupaHu (8x. Pazden 6.1.1). No-HaTaTbIIHOTO Neve-
HVe 3aBKCK OT BrAa Ha VA 1 ocHoBHaTa eTuonorua. 3231 Yecto
e Heo6xoAVM MHOTOCTPAHEH MOAXOA 3a JSleueHne, CbCToAl ce
oT npenporpamupaHe Ha ICD, Korato e Heo6xoAMMO, Tepanus
¢ AAD, cepauusn, KaTeTbpHa abnauus, aBTOHOMHa MOAYNaLMUs 1
MexaHUYHa LMpKynaTopHa nofgkpena.

TpsabBa fa ce 06bpHe BHYMaHWE Ha NMOBULWEHUA CMMMNA-
TUKOB TOHYC. Mpn naumeHTn ¢ nostapAwm ce ICD wokose,
ceflauMsaTa e NokasaHa 3a obneK4yaBaHe Ha NMCMXONOrMyecKusa
ANCTPeC M HamanAaBaHe Ha NMPOAPUTMOFEHHUA CMMMATUKOB
TOHyc. Hali-uecTo ce n3nonsea NbpBOHaYanHo sieyeHue c be-
Ta-6noKepw, 3a NpefnoUYnTaHe HecenekTUBHU 6eTa-6/10Kepu
KaTo NPOMNpPaHooJ, KOMTO e 61N No-Job6bp OT MeTonpososa
B eaHo npoyusaHe,?” B komGuHaums ¢ ammopapoH.’'® Mpn
naymeHT C peunameupalin XemoAUHaMUYHO HeToNepu-

MonumopdHa VA
v
Mopnexatla eTnonorns
Octpa BbHwHM npe- MonumopdHa VA Mpupgobut MbpBUYHa
nexemus uUMNUTApaWM | TpurepupaHa obunbr QT enekTpunyHa
dakTopmn OT yHUPOKanHu 6onect
KEC J
¢ v v
Brugada, ERS ' Mpnonatnyro VF | Ababr QT, CPVT
} ] ] ]
OTtunpete fo KaTeTbpHa OtcTpaHeTte 3onpotepeHon M3onpotepeHon [ BeTa-6nokep
6710Kk-cxemama cnopeq abnauuns npeuunuTnpa- (Knac lla) (Knac lla) (Knac )
STEMI MOANEXAWOTo (Knac lla) wwTe dakTopn = .
(@ueypa 14) CbCTOAHME 5 (Knac ) XUHNANH XHUANH MNencrpaHe
(Knac ) XuHnanH (Knac lla) (Knac lla) (Knac )
(Knac llb) Mg*™/K* iy
(Knac I)' " | KatetbpHa Benanamun | Mg**/K"iv.
abnauua (Knac lla) (Knac )
3onpotepeHon (Knaclla)
(Knac ) KateTbpHa AAD criopen
abnaunAHa | ponnewauiara
Mencupane TpurepHn KEC GomacT
(Knacl) (Knac lla) (Knac lla)
ABTOHOMHO
moaynvpaHe
(Knac lla)

PekypeHTHa VA <

1

[bn6oka cepayma/mHTtybauyma

(Knac lla)
MexaHunyHa

LUMpKynaTtopHa nogkpena

(Knac l1b)

Ourypa 11. Bropa yacrt:

YnpaBneHune Ha NaLMeHTN C eNleKTpuYecka bypa unm noBTapALLmM ce pa3pagamn Ha UMMIAHTUPYEM

KapavoBepTep aedubpunatop.

@ESc
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paHn VTs, pe3ncTeHTHM KbM aMUOAAPOH, € YCTaHOBEHO, Ye
naHguonon (yntpa-kbco fencTeaul B1-cenektuseH 6nokep)
e 6un epeKTUBEH 3a NOTMCKAHE HA apUTMKA B iBE MO-MasKu
npoyusanua.3'%32° MpunaraHeto Ha apyru AADs KaTo npoka-
nHamng, ' nugokanH,3?2 nnm xuHnanH2°42%’ 3asucu ot cne-
undnuHata cutyauus, Tuna VA v nognexawjata eTmosorus.
AKO enekTpuueckaTa 6ypa ocTaHe HenogaTnnBa cfies] MHO-
XKECTBO LIOKOBE 3a HAKOJIKO Yaca, BbMNPeKn HalnyHuTe aHTun-

apUTMUYHK Tepanuu, TpA6Ba Aa ce B3eme npeasus Abnaboka
cefaunAa/MHTybaunsA, 3aefHO C MexaHWyHa BeHTunauus.3?
AKO nevyeHneTo c 6eTa-610kep € HeAOCTaTbUHO UK He ce
Tonepupa 3a HaManABaHe Ha CUMMNaTUKOBUA TOHYC, N36paHm
nauueHTV MoraT Aa ce Bb3MNon3BaT 0T aBTOHOMHa MoAynauus,
T.e. NEPKYTaHHa raHruiiHa ctenatHa 6nokaaa,’2® TopakanHa
enuaypanHa aHectesus,>?’ nnm nasa CbpAeyHa CUMNaTMKOBA
neHepsaums.328

MoHomopdHa VA

!

O6pemeHsBaHe ¢ VAS

X

[

Bucoka

|

OnTnummnsayma Ha
nporpammpaHeTto® Ha ICD
(Knac )

( h

BeTa-6nokep/cegauus
(Knac )

AMMnOZapOH i.v.

\\ (Knacl) )

PekypeHTHa enekTpuyecka byps

l

KateTbpHa abnauus
(Knacl)

[bnboka cepaumsa/vHTybaumns
(Knac lla)

ABTOHOMHa moaynaums
(Knac llb)

MexaHn4yHO nognomaraHe
Ha KpbBOOOpaLLeHNeTo
(Knac lib)

MoracABalyo nencnpaHee

.

]

Huncka

|

OnTMMMU3aLMA Ha
nporpamupaHeto® Ha ICD
(Knac )

!

Ha aMmnoapoH nnm ammogapoH

R
He e XenaTeneH
AAD cbrn. o0CHOBHOTO
3abonsBaHe 1
cbpfeyHaTta yHKUMA
la

PekypeHTHa
enekTpuyecka bypsa

KateTbpHa abnayms

(Knacl)

Ourypa 11. TpeTa vyacT:

@Esc

JleyeHune Ha NaLMEHTN C eleKTpUYecKa bypsa nam NoBTapsLM ce pa3pagam Ha UMMIAHTUPAHNA
KapauosepTep aedubpunatop.

AAD, aHTHapuUTMNYHO neKkapcTBo; MNM, npeacbpaHo mbxaeHe, ALS, Advanced Life Support; CPVT, KaTexonamyHepryHa nosnu-
MopdHa KamepHa Taxukapaus; ERS, cuHapom Ha paHHa penonapusauus; ICD, nmnnaHTupyem Kaparnoseptep gebubprnatop;
KEC, kamepHa ekcTpacuctona; STEMI, nHpapkT Ha mmokappaa c ST-eneBauus; SVT, cynpaBeHTpUKynapHa Taxvukapaus; VA, Ka-

MepHa apuTtmus; VF, BEHTpUKynapHa ¢ubpunaums.

@ CneumasnHn acnekTy Ha pa3gesna 3a Tepanua ¢ UMMAaHTUPYeMI YCTPONCTBA.
b Hama aaHHU 33 epeKTa Ha XMHUAMH BbpXY 3ageiicTBaHmn oT KEC nonumopdHu VA npuv nauueHT ¢ KapanoMuonaTum.

¢ BucokoTo obpemeHsBaHe ¢ VA ce OTHacA A0 KAVHWYEH CLEHapuii Ha MHOTO YyecTu enn3oan Ha VA, naucksawm ICD wokose,
KoraTo morar fla 6bAaT NoCTUrHaTX CamMo KpaTK1 Nepuoam Ha ctabuneH putbM. Huckoto obpemeHsaBaHe ¢ VA ce oTHacs Ao K-
HMYeH cueHapwuii Ha noBTapAwwM ce ATPs/ICD WwoKoBe, Noc/iefjBaHy OT CTabUEH PUTBM.

d Ako 6pagukapanaTa Unn cnef-eKCTpacMcTonHUTe naysu ynecHsaBart 3anoysaHeTo Ha PVT/VFE.
€ MoracsBaLy NeNcuHr (Upe3 NeNCUHT C MaJIKO MO-BUCOKA YeCTOTa OT CbOTBETHNA PUTHM) MOXe [1a 6bJe noneseH 3a BpeMeHHO

NoTUCKaHe Ha 6aBHA peKypeHTHa/HenpecTaHHa VT.
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Hal-uectaTa apuTMKsi B OCHOBaTa Ha enekTpuyecka byps e
SMVT, cBbp3aHa cbc SHD, KoATo e nofaTnvBa Ha KaTeTbpHa abna-
umn. 31332 YenelHata abnauma e CBbp3aHa CbC 3HAUYNTENIHO HaMa-
nspaHe Ha VT 1 peunansmTe Ha enekTpuyecka 6yps 1 nogobpeHa
IbArOCPOYHa NPEXMBAEMOCT B PETPOCNEKTUBHY aHanu3n, 330331
Mpu NauneHTn C HenpekbcHaTa 6aBHa MVT, KaTeTbpHaTa abna-
uvs e 3a npegnoyntaHe npeg AAD TepanusTa, KOSTO MOXe [0-
MbJHUTENHO Aa 3a6asm VT. KateTbpHa abnauusa Tpa6ea ga ce
“Ma Npeasua 1 Npwv NaUMeHTA C NOBTAPALLY CE€ CUMMNTOMATUYHN
enuzoau Ha PVT vnu VF, npeanssukaHy ot nogo6Hn KEC, 221:332-334
VHCTUTYUMATA Ha MeXaHWuYHa LUMPKynaTopHa MOAKpena Moxe
[a ce yMa npeaBua 3a XeMOAMHAMUYHA CTabun3aums, Korato
KOHBEHLMOHAHaTa Tepanusa e HeycreLHa, 1 3a OCuUrypsiBaHe Ha
LMPKy/IaTOpHa NofKpena rno Bpeme Ha abnauua.3 B ckopoweH
MeTa-aHanu3*¢ gkniousawy 2465 naumeHTy, e 6una yctaHoBeHa
3HAUMTESTHO MO-HUCKA CMBPTHOCT MPU NPOGUIAKTUYHO Mexa-
HUYHO LMPKYNAaTOPHO NMOAABPXKALLO fleueHne cpef nauueHTuTe
CTpajawy oT enekTpuyecka 6ypsa munu Bucokoprckos PAINESD
ckop.3¥” N 0bpaTHO, cnacUTeNHOTO M3MOJ3BaHe Ha MexaHUYHa
LMPKynaTopHa NoAKpena no Bpeme Ha abnauus e 61no cBbp3aHo
C BMCOK MPOUEHT CMbPTHOCT.>3® Mpun NaumeHTn ¢ enekTpuyecka
6yps nopaav peuugusrpatia PVT/VF, no-HaTaTblUHOTO NeyeHne
ce onpepfena oT noanexalyata etnonorusa (Queypa 11).

Mpenopbku

Ta6nuua 9: TlpenopbKu 3a CNELWHO JieYeHMe Ha npo-
ABbJDKUTE/IHA KaMmepHa TaxnKapaua u enekx-
Tpuyecka 6yps

b

Mpenopbkn Knac® Hueo
OcTpo neyeHue Ha npoagbmxuTenHa VT

DC kapgvoBepcuaTa ce npernopbyBa KaTo feve-
HMe OT MbpBa JIMHWA NPU NALMEHTN C XEMOAUHA-
MWYHO HenoHocuma SMVT,393:339

DC kapamoBepcudATa ce npenopbyBa KaTto seye-
HVe OT MbpBa NMHUA NPU NaLMEHTN NPeACTaBALLN
ce TonepupaHa SMVT, npu ycnoBue ye puckbT oT
aHecTe3ua/cefauma € HUCHK.

Mpun NauneHTn NpeacTaBAWy ce C XEMOAVHAMUY-
HO TonepupaHa navonatuyHa VT ce npenopbysa
neyeHmne C NHTpaBeHo3eH 6eTta-6510kep (RVOT VT)
nnu Bepanamun (pacuykynapHa ERcEtd

Mpu naumeHT! NpeAcTaBAWM Ce C NMpaBUIHa Xe-
MOAVHAMUYHO TonepupaHa Taxnkapana C LWNPOK
QRS komnnekc, nogo3upaxa 3a SVT, Tpabea fa ce
B3eme npeaBuf npunaraHe Ha aleHO3UH UK Bary-
COBY NPUAOMN.

Mpu naymeHTN c XeMoAMHaMUYHO NOHOCMa SMVT
1 13BeCcTHa unm noposupaHa SHD, Tpa6Ba ga ce
B3eMme NpefBuA HTPaBEHO3EH npoKamHa|vn|/|,u,.3°3
Mpu nayMeHTN C XeMOAMHAMUYHO NOoHOCUMa SMVT
npw Nrnca Ha yTouYHeHa ArarHo3a moxe Aa ce nma
NpeABMA MHTPaBeHo3eH ammnogapoH.%3

Mpu naymeHTN Cc XeMoAMHAMUYHO NoHOoCMa SMVT
npu nunca Ha 3Haumma SHD, moxe fia ce nma npeg-
BUA dnekanHma, anManuH unm coranon. 304305

VIHTpaBeHO3HMAT Bepanamun He ce npenopbysa
npv Taxnkapana ¢ wrpok QRS komnnekc ¢ Heus-
BecTeH MexaHn3bm, 308309

JleueHne npu eneKkTpuyecka 6ypsa

lMpenopbyBa ce fieka 40 yMepeHa ceaaLyis Npu naumeH-
TV C eNeKTpUYeCcKa byps 3a 06neKyaBaHe Ha NCUXonoru-
YEeCKIUA ANCTPEC 1 HAMANSIBAHE HAa CUMMATUKOBUSA TOHYC.

C

Mpodwvnxasa

lMpodwvnxeHue

AHTMapUTMMYHa Tepanua ¢ 6GeTa-6nokepn (3a
npeAnoynTaHe HecenekTMBHW) B KOMOUHAUMA C
MNHTPaBEHO3€H aMUOAAPOH Ce MpenopbyBa Npu
naumeHTn cbc SHD n enekTpuyecka 6yps, ocBeH
aKo He e npoTuBomnokasaHa.>' 318

WNHTpaBeHO3eH marHe3unii ¢ aobaBka Ha Kanuii ce
npenopbyBa Npu NaLneHTn cTdpP2%

M3onpoTepeHon nnm TpaHCBEHO3HO MelicnpaHe 3a
yBenMyaBaHe Ha CbpAevHaTa yecTtoTa ce npeno-
pbuBa Npwv NaymeHTn ¢ npugo6but LQT cuHgpom un

peuuavBupaiya TdP, BbNpeky KopeKumaTa Ha npe-
LMMUTVPALLYY CbCTOAHVA U HA MarHesus.

MpenopbuBa ce KaTeTbpHa abnauvsa Npu nauyu-
€HTUN, NPeACTaBAWM ce C HempeKbcHata VT unn
enekTpuyecka 6ypa nopagm SMVT, peppakTtepHa
Ha AADs 330331

Mpy nauyMeHT C HemopaTIvBa eneKkTpuyecka
6yps, pedpakTepHa Ha NeKapCTBEHO JieyeHne
TpAbBa Aa ce B3eme npeasua Abnboka cepauna/
vHTYy6auua. 3

lla C

TpabBa pga ce uma npeaBug KateTbpHa abnauusa

npu nauueHTV C NOBTapAWM ce ennsoan Ha PVT/

VF, npeanssukaHn ot nopgo6Ha KEC, Henoenuaga- lla C
WM ce OT MEJULMHCKO JIeYeHre W KOpoHapHa
peBaCKynapmaaumn.221'332'333

XUHWAVH MOXe fia ce UMa NPeABUA NPY NaLMeHTH C
KAB 1 enektpuuecka 6ypa nopagy peumavsripalia C
PVT, korato gpyra Tepanua c AAD e Heycnew 1 R

Mopynauma Ha aBTOHOMHaTa HepBHa cucTema

MOXe fa ce NMa NpeaBug Npu naymeHTu ¢ enek-

Tpuyecka byps, pedpakTepHn Ha MeJUKaMeHTO3- C
HO JleYeHre 1 MPU KOUTO KaTeTbpHaTta abnaums e

HeeeKTIUBHa 1NN HeBb3MOXKHa, 320:328:340

Moxe Aa ce B3eme NpefBUf BbBEXAAHE Ha Mexa-
HWYHO MofnomaraHe Ha KPbBOOGPALLEHMETO NpU
JIeYeHNEeTo Ha pedpakTepHa Ha JleKapcTBa enek-
Tpuyecka 6ypA 1 Npu KaproreHeH (wok.>>>

AAD, aHTrapuTMunyHo nekapctBo; KAB, KkopoHapHa apTepuanHa 6o0-
nect; DC, npaB Tok; LQT, abnbr QT; KEC, kKamepHa/v ekcTpacuctona/u;
PVT, nonumopden VT; RVOT, nsxoasLy TpakT Ha AAcHa Kamepa; SHD,
CTPYKTYPHO CbpAeyHO 3abonasaHe; SMVT, NnpoabmkMTENHa MOHOMOP-
¢dHa KamepHa Taxukapaus; SVT, HaakamepHa Taxvkapaus; TdP, torsades
de pointes; VF, kamepHo MbxxaeHe; VT, KamepHa Taxvkapaus.

@ Knac Ha npenopbKkuTe.

b Hugo Ha [l0Ka3aTeNcTBEHOCT.

6.2. IbNrocpo4yHo neyeHne

6.2.1. DapmakoTepanus
ONTManHOTO MeANLMHCKO JleYeHne Ha OCHOBHOTO CbPAEYHO
3abonsABaHe, BKIOYMTENHO MaKCUMANTHUTE MOHOCUMM 03K fe-
KapCTBa 3a CbpAeyHa HeAOCTaTbYHOCT, € 3a4b/KUTeNHO. >

Mpw nauneHTn cbC CbpheYHa HefOCTaTbYHOCT C HamaneHa
¢dpakuua Ha nstnackeaHe (HfrEF) Mpenopbkute Ha ESC 2021 T.
3a ANarHOCTUKa 1 NeYeHre Ha OCTpa U XPOHMYHa CbpAieyHa He-
[OCTaTbUYHOCT NPenopbUBaT MHXMOUTOP Ha aHTMOTEH3MH-KOH-
BepTUpawma eHsum (ACE-I)/aHrnoTeH3nH peuentopeH 6nokep
(ARB)/aHrMOTEH3MH PEeLEenTOPHN HEMPUNU3UHOBU WHXUOUTO-
pu (ARNIs), MUHePanKoOPTUKONAHN PeLenTOPHU aHTaroHWUCTH
(MRAs), 6eTa-6110Kepy U UHXMOUTOPU Ha HATPUIA-TIIOKO3HMSA KO-
TpaHcnopTep 2 (SGLT2) 3a HamanABaHe Ha CMbPTHOCTTa Nopaan
CbpAeyHa HefocTaTbuHocT 1 BCC.342

AADs nmat BaxkHa pona KaTo AOMbJIHMTENHA Tepanua npu
nevyeHuneTo Ha VA, ocobeHo Npv CUMNTOMHU naunenTn (Tabauya
8). Nocera HUTO eauH AAD, c n3KnoueHre Ha 6eTa-6nokepuTe,
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He € MNMoKa3aj HaMalifABaHe Ha CMbPTHOCTTa MO BCAKakKBa Npu-
ymHa. Bcako JIEKAPCTBO VMMa 3HaudunTesieH noTeHuwuan 3a npu-
YMHABAHE Ha HeXeJlaHN peaKkuunn, BKIIKYUTENTHO NPOoapuTMunA.

Hanpumep, MHOxecTBO AADS, KakTo 1 ronsaim 6poit nekapcTsa ¢

LpYry TepaneBTUYHMN NOKa3aHuA, MoraT fa yabmkat QT nHTep-
Bana (http://www.crediblemeds.org) n ga nposokupat TdP, ga
MMaT OTPULATENTHU XPOHOTPONHW ebeKTH, fa BowaT cbpaey-
HaTa HeoCTaTbUYHOCT U Aa NPUYMHAT BpaarKkapana. Hakonko
nekapcTBa nosuwaBaTt pucka ot VA npu naymeHTtu ¢ BrS (http:/
www.brugadadrugs.org). MoagndukauuaTa Ha puckosute pak-
TOpW, KOraTo e Bb3MOXHa, € Ba)KHa 3a NpeBeHLMA Ha NpoapuT-
muA. Tpy NaumneHTy, KOMTO Ce HY>KAAAT OT MOTEHLUMANHO npe-
[OV3BMKBALLO apUTMKA JIEKapCTBO, Ce MpernopbyBaT PeAoBHU
EKT v gpyrv nscnepBaHua B CboTBeTCTBME C Npodurna Ha naym-

eHTa 1 xapaktepuctukute Ha AAD (Queypu 12 n 13).

Ta6nuua 8:

AHTK-
apuTMNYHN
nekapcrtBa

AMropapoH

AZeHo3nH

AnmanuH

Beta-6nokep

JNlanpgnonon
(B1-cenekTnBeH
6nokep cbc
CBPBXKPATKO
nencTeuve)

Haponon
(HecenekTtuBeH
132 6nokep)

AHTMapPUTMUYHM JIeKapCTBa (OCTPO M XPOHUYHO JleveHue)

EdekTn Bbpxy EKI

Hamansaga yecto-
TaTa OT CUHYCOBUSA
Bb3es,
yabmkasa QT
nHTepBana?

MpexopeH AV 6nok

YabnxaBa npoabn-
XKUTENHOCTTa Ha
QRS 1 QT nHTep-

Bana®

Hamansaga yecto-
TaTa OT CUHYCOBMA
Bb3eJl, yAb/iXKaBa
PR nHTepBana, ckb-
caa QT nHtepBana

BuxTe

6eTa-6nokepu

Buxre
6eTa-6nokepun

NokasaHua
(cneuyndunyHn
nokKasaHuA)

KEC, VT, VF

MpasunHa wmpo-
KO-KOMMMeKCHa
TaxmKapaua ¢ Hens-
BeCTEH NMPom3xon
(u3xopeH TpakTt VT)
VT
(OemackmpaHe Ha
BrS EKI)

KEC, VT
(LQTS, CPVT)

VT, enektpuuecka
6yps

KEC, VT
(LQTS, CPVT)

[iHeBHU nepopanHun
AO03MN
(i.v.po3a)
200-400 mg HatoBap-
Balya fosa: 600-1200
mg/24 4. 8-10 gHw.
(HaTtoBapgalyia fo3a:
5mg/kg 3a
20 min-2h, 2-3 nbTK 3a
24 h, cnep toBa
600-1200 mg/24 vaca
8-10 gHwN)

No oral use

Bes nepoparsnHa yno-
Tpeba
(6-18 mg 6onyc)

bes opanHa ynotpeba
(1 mg/kg 3a 5-10 MuH
(makcmmanHa gosa
100 mg) nnun
1 mg/kg npu ckopocT
10 mg/min)

PasnnyHu (Bapupauin)

Bes opanHa ynotpeba
100 pg/kg 6onyc 3a
1 MUHYTa, nHPY3nA

10-40 pg/kg/min
(max 80 pg/kg/min;
MaKcumasHa 24 h
o6ua ao3a
57,6 mg/kg/neH)
40-120 mg

Mpenopbkn
Ta6nuua 10: MpenopbKu 3a Nle4eHne ¢ leKapCcTBa 3a Cbp-

AeYHa HelOCTaTbYHOCT

Mpenopbkn

CTpaHn4Hu epeKTn

CopoeyHu:
Bbpaaukapaus, TdP (pagko)
EkcTpakapguanHu:
DoTOUYBCTBUTENHOCT,
oT/laraHms B poroeumua-
Ta, XMNOTUPEOUAN3bM,
XVNepTUPeoVan3bMm,
6enofpobHa TOKCUYHOCT,
XenaToTOKCMYHOCT, MOoJn-
HeBponaTusA, NPOMeHeHO
OLiBETAABAHE Ha KoXKaTa
lpbaHa 60onKa, 3auepBsBa-
He, BPOHXOKOHCTPUKLNA

CopOeyHu:

VF (papko npu cbMHeHne
3a BrS), noHsikora TdP,
oTpuLATENIEH NHOTPOMEH
edekT
ExkcmpakapouasnHu:
XonectaTtnyHa XXbATeHU-
ua, rnaBobonue, ragexe,
TpomboLunToneHns
CopoeyHu:
Bpagukapaus, AV 650K,
XWUMOTOHUA, OTpULIaTeNneH
MNHOTPOMEeH epekT
EkcmpakapouasnHu:
Ymopa, 6poHxocnasbm,
CeKCyasHu CMyLLEeHNS, fe-
npecus, CTyAeHN KpanHuLm
BuxTe 6eTa-6nokepute

BuxTe 6eTa-6nokepute

Knac® Huso?

OnNTUManHo MeANLMHCKO NeyeHne, BKouBallo ACE-
I/ARB/ARNIs, MRA, 6eTa-6nokepu n SGLT2 1A2022
MNHXUOUTOPW, € MOKa3aHOo NPU BCUYKYM NMALMEHTUN CbC
CbpAeyHa HeAOCTaTbUHOCT C HamasneHa EF. 343347

ACE-| HXMOUTOP Ha aHMMOTEH3WH-KOHBEPTMPALLMA eH3uM; ARB, aHroTeH-
3UH peuentopeH 6rokep; ARNIs, aHIMOTEH3VH peLenToOpeH HeMpUIM3nH
nHxuéuTop; EF, dpakuma Ha nstnacksaHe; MRA, MMHEPanKopTUKOUaHN pe-
LeNTOPHW aHTaroHNCTW; SGLT2, HaTpuiA-rnioKo3eH Ko-TpaHcnopTep 2.
@ Knac Ha npernopbKuTe.
b Hueo Ha gokasatencTeeHoCT.

MpoTuBonokasaHus,
npeaynpexaneHus, apyru
cbobpaxkeHus
lMpedynpexoeHus:
ANCOHYHKLMA Ha CUHYCOBUA
Bb3eJl, TeXKUN CMyLLeHNA Ha
AV npoBoauMOCT, Xxuneptmpe-
OVAN3BM.

Jlpyeu coobpaxeHus:
Mo»xe Aa ce n3nonssa npu
NauMeHTH CbC CbpAeYHa
HeAOCTaTbyHOCT. YBennyasa
puCcKa OT MMOMaTKA, KoraTo ce
13M0J13Ba CbC CTaTUHU
lMpomusonokasaHus:
TexKa acTma, npeekcumTnpa-
Ho MM
JApyau coobpaxeHus:
AHTaroHUCT: TEOPUNUNH
lpomusonoka3saHus:

BrS EKI tun |, yabnkaBaHe
Ha QT

lpomusonokasaHus:
TexKa AnchyHKLMA Ha
CMHYCOBUA Bb3eN, TeXKMN Hapy-
weHnA Ha AV NnpoBOAMMOCT,
eKoOMreHcMpaHa CbpaeyHa
HeAOoCTaTbYHOCT, KOPOHAPEH
Ba30CMna3bM, TeXKa acTma, BrS

lpomusonoka3saHus:
BuxTe 6eTa-6nokepure.
Bpaavikapaus, XunoToHus
[pyru cbobpaxeHuns:
OrpaHuyeH onuT 3a 13nons-
BaHETO My MOBeYe OT 24 vaca

lpomusonokazaxus:
BuxTe 6eTa-6nokepu

lMpodwsxasa
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lMpodwxeHue

MponpaHonon
(HecenekTBeH
132 6nokep)

[nsonnpamug

OnekauHng,

M30-
npoTepeHos

JingokauH

MekcunetuH

MpokanHamunpg

BuxTe
6eTa-6nokepu

YBennyaBsa yecTo-
TaTa oT CUHYCOBUA
Bb3eJl 1 yAbIKaBa
PR nHTepBana, npo-
ObIIKUTENHOCTTA Ha
QRS wm
QT nHTepBana?

Ypbnxkaea PR
VNHTEpBana, npo-
Ob/DKATESTHOCTTA

Ha QRS n QT nHTep-
Bana®

YBennyaBa yecto-
TaTa OT CUHYCOBMA
Bb3eJSl, CKbCABa
QT nHTepBana

be3 3Haunmn
edeKktn

be3 3Haunmn
edeKktn

Ypobnkaea PR vH-
TepBana, npoab-
XKUTENIHOCTTa Ha
QRS wm
QT nHTepeana?

KEC, VT
(enekTpuuecka
Oyps,
LQTS, CPVT)

KEC, VT

KEC, VT (aemacku-
paHe Ha BrS EKI®)

(EnekTpuryecka byps
npw BrS, ngnona-
TyHo VF, n ERS, TdP
1 Npefo3upaHe Ha
6eTa-6nokepuTe;
npupo6ut LQTS)
(VT/VF
BbB Bpb3ka c OKC)

KEC, VT
(LQT3)

VT

lpomusonoka3saHus:
Texka gnchyHKLMA Ha
CUHYCOBWA Bb3es, TEXKMN
HapyLweHua Ha AV npoBoawn-
MOCTTa, TEXKMN HapyLLeHNA Ha
BbTpekaMepHaTa NpoBoAu-
MoCT, npekapaH MW, curHum-
¢dukaHTHa SHD, xunotoHms
[Lpyrn cbobpakeHus: Ha-
MansBa obcTpyKuumaATa B JIK
VN3XOAEH TPaKT 1 CUMNTOMUTE
npu HCM

lpomusonokasaHus:
Texka AMchYyHKLMA Ha
CUHYCOBWA Bb3eJ, TEXKMN
HapyLweHua Ha AV nposoaun-
MOCTTa, TEXKMN HapyLLIeHNA Ha
BbTpeKaMepHaTa NnpoBoAm-
MOCT, npekapaH MW, curuu-
¢durkaHTHa SHD, xunoTtoHms
Lpyru cbobparkeHua: Ha-
mansaBa obcTpyKumaATa B JIK
N3XOAeH TpakT U cuMnTommTe
npu HCM
lpomusonokasaHus:
MNpekapaH MW, 3HaunTenHa
SHD, BrS, Texka agncyHKuUna
Ha CYHYCOBUA Bb3es, TeXKN
AV nnun BbTpeKamepHu Hapy-
WeHNA Ha NPOBOANMOCTTa,
HacnepcTeeH LQTS
(pa3nuyeH ot LQTS3), TexxKo
6Bb6peyHo 3abonsasaHe (CrCl
<35 mL/min/1,73 m?)
JApyau coobpaxeHus:

80-320 mg BuxTe 6eTa-6nokepute

(160 mg/24 h)

CopoeyHu:
HeraTnBeH nHoTponeH
edekT, AV 610K, NnpoapuT-
muaA (MVT, pagko TdP)
EkcmpakapouasnHu:
AHTUXONIHEPTNYHN
edeKkTn

250-750 mg

CopOeyHu:
Npoaputmma (MVT, noHa-
kora TdP), oTpuuarteneH
NHOTPOMEH epeKT, CUHY-
coBa 6pagukapgus, AV
650K, 1:1 AV npoBogMmocT
No BPEME Ha TpenTeHe
ExkcmpakapouasnHu:
EdekTn BbpXY LileHTpasiHa-
Ta HepBHa cucTema (Hamp.
CBHAVBOCT, AUNIONUA,

200-400 mg
(1-2 mg/kg 3a 10 min)

rnaso6onve) MpekpateTe, ako QRS ce
paswupwn >25% vnnu ce noAsu
6eppeH 6110k
HAama nepopanHa CovpoeyHu: lpomusonokasaHus:
ynotpeba CuHycoBa Taxunkapaus, OKC, LQTS
(0.5-10 pg/min) Basoaunataymsa Jlpyau coobpaxeHus:
EkcmpakapouanHu: KpaTko nna3meHo nonyspeme
[naBo6onue, n3noraBaHe, (2 min)
Tpemop
Hama nepopanHa CopoeyHu: MpednasHu mepKu:
ynotpe6a CrHo-aTpuaneH apect HamaneHa go3a npv HamaneH
(50-200 mg 6onyc, EkcmpakapouanHu: YepHOAPO6EH KPBBOTOK
cnep ToBa EdekTv BbpXY LeHTpanHa-  (Hanp. Wok, B-61oKaaa, Texka
2-4 mg/min) Ta HepBHa cucTema (Hanp. CbpAeyHa HefoCTaTbYHOCT
CBHHIMBOCT, 3aMaiiBaHe) Jlpyau coobpaxeHus:
Mo-edeKTnBEH NPU BUCOKU
Kanvesu HuBa. Manko
CTPaHNYHU XEMOANHAMUYHN
edekTn
600-1200 mg CopoeyHu: lpomusonokasaHus:

[nchyHKLMA Ha CMHYCOBUA
Bb3eJl, TeXKMN HapyLleHnA Ha
AV NpoBOAMMOCTTa, TEXKa
CbpAeYHa HefoCTaTbYHOCT

CrHycoBa 6paaukapana
npu SUCPYHKLMA Ha CUHY-
COBUS Bb3€J1, XMMOTOHNA
EkcmpakapouasnHu:
EdekTy B ueHTpanHara
HepBHa cucTema (Hanp.
Tpemop, An3apTpus,
3aMaliBaHe), CTOMallHO-
YpEBHY OMNaKBaHWA

CbpaeyHu:
CuHycoBa 6paankapausa,
XunoToHus, TdP
EkcTpakapavanHu:
O6puB, Myanrus, Bac-
KYNUT, CUCTEMEH NynyC,
arpaHynounTosa

Hacuwauwa gosa:
400 mg HavanHa Jo3a,
nocnefsaHa ot 600 mg
npes nbpsuTe 24 Yaca

lpomusonokazaxus:
TexKa AMCchYHKLMA Ha
CUHYCOBWS Bb3eJ], TEXKN
HapyLweHua Ha AV nposoaun-
MOCTTa, TEXKW HapyLIEHUsA Ha
BbTpEKaMepHaTa NnpoBoau-
MOCT, XMOTOHWS NMopagu
Texka JIK gucpyHkuma, BrS
Mpodwnxasa

(100 mg 6onyc, moxxe
fAa ce noBTopwu cnep 5
MUHYTH,
aKo HAMa edekT,
Makc. 500-750 mg
[makc. 50 mg/min].
Cnep ToBa 2-6 mg/min)
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lMpodwxeHue

Ypbnxaea PR
VHTepBana, npo-
ObIKATENTHOCTTa

Ha QRS n QT uHTep-
Bana®

MponadeHoH

YBenuyaBa yecrto-
TaTa OT CUHYCOBUA
Bb3es 1 yabiKaBa
PR nHTepBana,
NPOABKUTENHOC-
TTaHa QRS M QT
nHTepBana®

XUHugnH

Hamansaga yecTo-
TaTa OT CUHYCOBMA
Bb3es, yab/KaBa
QT nHTepsana®

PaHonasuH

Hamansaga yecto-
TaTa OT CUHYCOBUSA
Bb3eJ, yAb/KaBa
QT nHTepsana®

Cotanon

YabnkaBa
PR nHTepBana

Bepanamun

(VFS, BrS, SQTS)

KEC, VT 450-900 mg

600-1600 mg
HaTtoBapBalia gosa:
3anouHeTte c 200 mg

Ha BCeKun 3 yaca o
nosea Ha epeKT, MaKc.
3 g npes3 nbpBuUTe

24 yaca
VT 750-2000 mg
(LQTS3)
VT 160-640 mg
(0,5-1,5 mg/kg 3a
10 min. AKo e Heobxo-
OVMO, MOXe Aa 6baat
noBTOpeHM cneg 6h)
(JIK pacumkynapHa 120-480 mr
TaxmKapaus) (5-10 mg B 6aBeH

6onyc. Mpu Heobxo-
AVIMOCT MOXe Aia ce
NoOBTOPW B PaMKUTe Ha
30 MUHYTW)

CopoeyHu:
CuHycoBa bpaaunkapaua,
AV 610K, oTpurLaTeneH
MHOTpPOMeH ebeKT, Npo-
aputMua
(MVT, noHskora TdP)
EkcmpakapouasnHu:
CToMalLHO-YpEeBHN
cMyLLeHws, raso6onue,
cyxoTa B ycTaTa

CopoeyHu:
XunoTtoHus, Tdpd
ExcmpakapouasnHu:
CTomaluHo-YpeBHM
HapyLIEHNA, CIIYXOBY 1
3pUTENHN HapyLLEeHWA,
06bpKBaHe, NEBKOMEHW,
XEMOJSIUTUYHA aHEMNS,
TPOM6OLMTONEHMA, aHa-
dunakcma

CopoeyHu:
CuHycoBa bpaavkapausa,
XWUMOTOHUA
ExcmpakapouarneH:
3amasHoCT, rafieHe,
3anekK, CTOMallHO-YpeBHY
CMyLieHus, rnaBobonue,
obpus

BuxTe 6eTa-6nokepu,
Tdpd (>2% oT nauneHTuTe,
BHUMATENIHO Npocieas-
BaHe Ha QT nHTepBana
n CrCl)

CopoeyHu:
CuHycoBa bpagukapans
npu AUCPYHKLMUA Ha Cn-
HycoBuA Bb3en, AV 650K,
oTpuLaTeNIEH NHOTPOMEH

edeKT, X1noToHmA
EkcmpakapouanHu:
CTOMalLHO-YpEeBHM
HapyLeHus, neprdepHmn
oToLK, 3auepBaBaHe

lpomusonokasaHus:
MpekapaH MW, 3HaunTenHa
SHD, BrS, Texka AnchyHKUma
Ha CYHYCOBUA Bb3eJ, TEXKM Ha-
pyweHuna Ha AV nnm BbTpeka-
MepHaTa nposogumocr, LQTS,
CUrHUPMKAHTHO 6BOPEUHO KK
YyepHoApo6HO 3abonaBaHe
Jlpyau coobpaxeHus:
MpekpateTe, ako QRS ce
paswupu >25% vnn npu Ho-
BOBB3HWKHan 6ejpeH 61ok

lpomusonokasaHus:
Texka AnchyHKLMA Ha
CMHYCOBUA Bb3eN, TEXKMN
HapyLweHua Ha AV nnn BbTpe-
KamMepHaTta NnpoBOANMOCT,
npexvBaH MU, 3HaunTenHa
SHD, xunotoHus, LQTS

lMpomusonokasaHus:
TexKa AUCPYHKLMA Ha CUHY-
COBUA Bb3eJs, TeXKKa CbpAeyHa
HepgocTaTbyHOCT, LQTS
(pa3nunuen ot LQTS3)
lMpedynpexoeHus:
Mpuapy>kaBaLyo neyeHne
CBbP3aHO C yabJi>KaBaHe Ha
QT uHTepBana

lpomusonoka3saHus:
TexKa AMCchYHKLMA Ha CUHY-
COBUA Bb3eJSl, TEXKN CMyLLe-
HUA B AV NPOBOAMMOCT, TEeXKa
CbpAeYHa HeAOCTaTBYHOCT C
HamaneHa JIKN®, 3HaunTenHa
JIKX, CrCl <30 ml/min, kopo-
HapeH Ba3zocnasbm, LQTS
MpednasHu mepku:
CbnbTCTBALLM IEYEH WA CBBP-
3aHK C yabmkaBaHe Ha QT
MHTepBasa, Xmnokanuemms
Jlpyau coobpaxeHus:
EdexTnTe OT 6N1OKMpPaHETO Ha
KanveBuTe KaHanm n3nckeaT
no-BMCOKa 033, OTKOJIKOTO
6eTa-6nokepHUTE eheKTU

lpomusonokasaHus:
CbpAeyHa HeloCTaTbUYHOCT
c HamaneHa JIKN®, Texxka
ANCOYHKLUMA Ha CUHYCOBUA
Bb3eJ U TEXKN HapyLIeHUA Ha
AV nposogumocTTa, VT
C Hem3BecTeH npousxogd, OKC,
WPW cuHgpom
Apyau coobpaxeHus:
HapacTBaHe Ha prcKka oT Mu-
onaTuA, KoraTo ce 13rnon3sa
CbC CTaTVHU

OKC, octbp KopoHapeH cuHapom; MM, npeacbpaHo MbxAeHe; AV, aTprioBeHTpukynapeH; BrS, cuHapom Ha Brugada; CPVT,
KaTexonamviHepruyHa nonmmopoHa kamepHa taxukapaus; CrCl, kpeaTuHHOB KNpbHC; EKT, enekTpokapauorpama; ERS, cHapom
Ha paHHa penonapusauus; HCM, xuneptpoduryHa kapanommonatus; LQTS, cuHagpom Ha yabmxeH QT untepsan; JIK, nasa kamepa;
JIKN®, neBokamepHa ustnackeawa ¢pakumsa; JIKX, nesokamepHa xmneptpodusa; M, mrnokapaeH mHoapkt; MVT, moHoMmopdHa
KamepHa Taxukapaus; KEC, kamepHu ekctpacuctonu; SHD, CTpyKTYpHO cbpheyHo 3abonsasaHe; SQTS, cmHApoM Ha kbcua QT
nHTepsan; TdP, torsades de pointes; VF, KamepHo mbxaeHe; VT, kamepHa Taxukapaus; WPW, Bond-MapKnHcoH-YaiT.

2 Mpepna3Ha MApPKa Npv CbMbTCTBALLM CbCTOAHMSA MW IEKAaPCTBA, KOUTO yabikaBaT QT nHTepBana. TpAbBa fa ce NpeycTaHOBY, ako
QTc >500 ms. Buxxte Ourypa 13 AnropuTbMm 3a OLleHKa Npeam 3anoyBaHe 1 npocnefaBaHe Ha NauneHTu, HyKAaeLlm ce OT IeKapCTBa,
CBbP3aHu C yabmkaBaHe Ha QT nHtepsana.

b AKo aliManuH He e HanMueH.

¢MogocTbp MU, MynTrdoKanHm eKTONMYHY NpexaeBpeMeHHN KOHTpaKLuun, cebp3aHm ¢ Purkinje, ERS, ngnonatuuHo VF.
4 MpoapuTMnUHUTE HEXenaHn peakLm N3NCKBAT CUTHM NOKa3aHWA npw nauueHTn 6e3 ICD.
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AGHOpPMHa exoKkapguorpama

vnu QRS >130 ms)

!

o

@ESc—

erypa 12: AHFOpVIT'bM 3a OUeHKa npeau 3ano4vBaHe U npocdieiaBaHe Ha NayneHTU, HyXKaaelmn ce ot 6110Kep|/| Ha HaTpuneBu-

TE€ KaHanu.

AV, aTproBeHTpurKynapeH; BBB, 6enpeH 6nok; EKT, enektpokapguorpama; JIK, nasa kamepa; MU, mrnokapzeH nHdapKT.

2 http://www.brugadadrugs.org.
b OnekanHng, eHkanHua.

¢ ERHOBPEMEHHO NpUoXKeHne Ha nekapcTBa ¢ AV HopaneH 6noKupaly eGeKT Npyv NauyUeHTU C NPeACbPAHO MbXKAEHe Uiv npea-

CbpAHO TPENTEHE.

4 Mpu HoCcKTenn Ha MMNNAHTUPYeM KaparoBepTep AednbBPUNaTOP MOXeE Aa ce Npreme No-BUCOK PUCK OT NeKapCTBEHO MHAY-

LipaHa NpoapuTMus.

¢ CornacHo MpenopbkuTe Ha ESC 2020 r. 3a ArAarHOCTMKA U IeYeHre Ha MPeACcbpAHO MbXKaeHe.348
f AQRS >25% He e abconioTHa rpaHu1La, a 3aBUCK OT WMpKUHaTa Ha QRS Npeaw 3anoyBaHe Ha IeKapCTBOTO U UHAVUBUAYANHUTE

C'bOGpa)KeHVIﬂ 3a CbOTHOLWEHNE PUCK—NON3a Npn NauneHTa.

6.2.2.JleueHne c ycTponcrea

6.2.2.1.  Wmnnanmupyem kapouosepmep Oecpubpunamop
ICD e Hepa3fesiHa YacT OT JIeUEHMETO Ha MALMEHTH, MPEXUBENN
CA nopagu VA unm tesu, 3a KOUTO Ce CYMTA, Ye Ca U3NOKEHN Ha
BMICOK PUCK OT ToBa. HeflocTaTbLmMTe Ca BUCOKM MbpPBOHAYAIHU
pasxofmn 3a YCTPOWMCTBOTO, YCIOXKHEHNA CBbP3aHM C YCTPOW-
CTBOTO ¥ OTHOCWTENTHO FONeMuAT 6POoI NeKyBaHu, HeobxonnMm
3a npepoTBpaTaBaHe Ha egHa BCC npu nbpBMYHa NpeBeHUus.
MeTa-aHanu3 Ha NaUMEHTCKO HMBO Ha TPW PaHHU NPOyYBa-
HUA Ha ICD34-39, cpasHaBawww ICD ¢ MearkameHTO3Ha Tepanus

3a BTOpMYHa npodunakTtnka Ha BCC, e gemoHcTpupan 28% Ha-
ManeHue Ha cmbpTHocTTa (HR 0,72; 95% Cl 0,6-0,87; P=0,0006)
nouTK N3UANO NOpaaM HamansaBaHe Ha apuTMMyYHaTa cMbpT (HR
0,5; 95% Cl 0,37-0,67; P<0,0001) 8 rpynata c ICD.3°2 Cneposaten-
HO m3non3eaHeTo Ha ICD 3a BTOpuyHa npeseHuma Ha BCC, Ha-
CTbNWMa Npu nunca Ha o6paTMM NPUYNHY, € LUIMPOKO MPUETO.
HAakonko paHpoOMM3upaHyW  KOHTPONMPaHW  NpoyuBa-
HUA3>33% ca yctaHoBMAM ponsTta Ha ICD 3a nMbpBUYHa Npodu-
naktuka Ha BCC npuv naumeHTn CbC CbpAeyHa HeloCTaTbUYHOCT C
NIKND <35%. [loknagBaHOTO HamManeHme Ha CMbPTHOCTTa Gelue
NoAKpeneHo Hackopo OT ABa rofieMy CbBPEMEHHU MPOCHeK-
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!

OueHKa Ha p1MckoBusA nNpodus
Ha nauveHTa npeau 3anoysaHe

I

Oonbr QT cuHgpom
unm 6asaner QTc >500 msP

!
e

T

Xunokanuemusa/xunomarHesvnemns/
6b6peyHa HeloCTaTbYHOCT/YepHOAPOOHa

HeoCTaTbYHOCT/AOMBAHUTENHO

!
AR

V

3anoyHeTe neyeHune

l

EKI n3xogHo, cnep 1 aeH v cnep 1-2 ceamuum
OT HauanoTo WK Cied yBennuaBaHe Ha gosara‘

l

QTc >500 ms

HepocTaTbyHOCT/JIK xnepTpodua/cbppeyHa «— fa—

_ yabnKasalo QT nekapcTso Y,

MauueHT, Hy>KaeLw ce OT JIEKapCTBO, CBbP3aHO C yabsikaBaHe Ha QT uHTepsana®

—fa— [MpoTmBonoka3aH: He 3anoysanTe neyeHneTo

indication with close

TMomucnete 3a cmAHa C [pyro nekapcTeo
—Hfa—— AKo noka3aHuATa Ca CUHN, NOMUCIETe 33 HaManABaHe Ha fo3ata
B3emete npeasua n3mepBaxe Ha CEPYMHOTO HIBO Ha NeKapCTBOTO

I'Ipon'nnmere JIeYeHneTo

@ MHdopmmpaiiTe nawvieHTa 3a npefynpeauTenHuTe CUMATOMM (CUHKOM)
KoHTponupaiite npomenuTe B 6b6peyHaTa v YepHoapobHaTa dyHKLNA
JlpbKTe CMeTKa 3a NOTEHLMaNHIUTE NeKAPCTBEHI B3aUMOAENCTBIA

@ESC

¢wrypa 13: AJ’II’OpI/IT'bM 3a OUeHKa npean HavyanoTo 1 npocnegAaBaHe Ha NauyneHTn, Hy>KAaeln ce OT IeKapCTBa CBbpP3aHn C

yabmkaBaHe Ha QT.
EKT, enekTpokapguorpama; JIK, naBa kamepa.
2 http://www.crediblemeds.org.

b Mpu cnnHM nokasaHya 1 MNca Ha anTePHATUBHO fleYeHe, KOHCYNTUPaNTe Ce CbC CNeLUanicT.
¢ CbrnacHo Mpenopbku 3a ESC 2020 . 3a AWArHOCTUKA 1 JIeYEHE Ha MPEAChPAHO MbXaeHe, 348

TUBHW PErncTbPa, BKNOYBALLM NoBeye oT 5000 nauuneHTn.3>358
B npoyusaHe EU-CERT-ICD, umnnaHTmpaHeTo Ha ICD 3a nbpBurY-
Ha MpeBeHUWs e 6UNo CBbP3aHO C 27% MO-HUCKA CMbBPTHOCT
CbC cxofHu pesyntatyi npu KAB n IKMIM.3%7 Pesyntatute ot n3-
nuteaHe DANISH o6aue nokasBaT, Ye nonsata OT CMbPTHOCTTa
MO>e [ja € NMO-MaJIKo ACHA MPU CEraLlHm NaLNeHTH C HenCxXemmy-
Ha CbpfeYHa HeOCTaTbYHOCT (BX. Pazden 7.1.3.1).3%°

Mpwn nogroToBKaTta 3a Tepanusa c ICD e OoT NbpBOCTENEHHO
3HauUeHVe Aa ce B3eme NPeaBug NPOLbIIKUTENIHOCTTA Ha KUBO-
Ta Ha NayMeHTa, KaYecTBOTO Ha XKMBOT 1 CbMBTCTBALYMTE 3a60-
NABaHUA, KAaKTO 1 Aa Ce NPEOoLEHAT 1 06CbAAT Te3mn npobnemu ¢
mauveHTa no Bpeme Ha CMsiHa Ha reHepaTtopa. Mima gokasaren-
CTBA, Ye NauMeHTV C KpaeH CTaguii Ha 6b6peyHo 3abonsaBaHe, ¢
AMabeT 1 NaumeHTn B HarmpegHana Bb3pacTt MMaT No-Maska uim
HuKakBa monza ot ICD 3a mbpBuuYHa npodunakTmKa,3>”360-362
»KeHuTe ca HegOCTaTbUYHO MPEACTABEHU BbB BCUYKM M3MUTBA-
HWA Ha MbpBUYHATA NPOGUNAKTIKA U AAHHWTE MOKa3BarT, ye Te

MoXe 61 MmaT no-manka nonsa.>®’ Puckbt ot BCC kaTto usaAno
TpA6Ba Aa ce nNpeTernu cNpAMO VHAWBUAYANHNA KOHKYPEHTEH
PUCK OT He-apUTMUYHA CMbPT.363364

B KOHTEKCTa Ha opueHTMpaHaTa KbM NauueHTa MeauuuHa,
neKkapuTe 1 3jpaBHUTE CrneuuanucTi Tpabsa fa aHraxkupat
KaHaupaTuTe u nonyyatenute Ha ICD B cbBMecTeH npouec Ha
B3eMaHe Ha pelueHuns. KomyHrKaumaTa Ha noaxogAiwa nHoop-
Mauua, ocurypssalla Jobpo pasbrpaHe Ha Non3nTe, puckoseTe
1 NoTeHUManHUTe nocieanum oT pasfiMyHuTe onuuu, 3a aa ce
Jaje Bb3MOXKHOCT Ha MauveHTa ia yyacTBa BbB B3eMaHeTO Ha
peleHms, e 3aAb/KMTeNHa. TO31 CroAesieH npouec Ha B3eMaHe
Ha pelleHVe TpA6Ba fa 06CHAN Pa3NMYHUTE CLieHapuWK, BKIO-
ynTenHo umnnaHtTupaHe Ha ICD 3a MbpBUYHA NPODUNAKTIKS,
o6MrCcnAHe Ha HeOBXOAMMOCTTa OT MOAMAHA Ha reHepaTopa Ha
ICD v rpuxnte B Kpaa Ha XMBOTa. BaxxHO e, ue Bb3NpMATUETO
3a “0O6PO KauecTBO Ha »KMBOTA” 3aBMCU OT MHOXECTBO paKTo-
pu, KOUTO Ce NPEeTEernAT NO Pa3/INYEH HAUYMH OT XOpa C pasfinyeH
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KYNTYypeH, PennrnoseH n coumanHo-mKOHOMUYECKN MPOU3XOA.
Bbnpekn ye KNUHNYHO-NPeAnKTUBHMTE cKkopose kato MADIT-
ICD,3%5 moraT fa ocvrypsT nonesHa [OMbHUTENHA UHbOPMa-
LMA, B3EMaHeTO Ha KIMHUYHO pelleHre He TpAGBa Aa pasumta
CaMo Ha TaKrBa pesynTaTti.

Mpenopbku
Ta6nuua 11: MpenopbKy 3a UMMIAHTUPaHe Ha KapAano-
BepTep gedpubpunatop (06wm acnekTu)

Mpenopbkn Knac?® Huso®

VimnnaHTupaHeTo Ha KapguosepTep aedubpuna-
TOp Ce MpenopbyBa CaMmo NPy NaLMEHTH, 38 KOUTO

C
ce 0YakBa NPEeXMBAEMOCT Npu AO6PO KauecTBo Ha
»KnBoTa >1 roanHa.
He ce npenopbyuBa umnnaHtupare Ha ICD npwu na-
LIMEeHTM C HenpeKbcHaTh VAs, AOKaTO He ce MocTur- C

He KOHTpon Ha VA.

ICD, umnnaHTrpyem KapanosepTep Aedrbpunatop; VA, KamepHa aputMms.
@ Knac Ha npenopbKuTe.
b HuBo Ha fokasaTencTeHoCT.

YcnoxHeHuATa Ha ICD TepanuATa BKOYBAT HEMOAXOAALLN
Tepanuu, GpakTypy Ha enekTpopa M MHOEKUUM CBbp3aHU C
YyCTPOMCTBOTO. belle BbBeAeH NOAKOXEH MMMNaHTUPYeM Kap-
avosepTep aedubpunatop (S-ICD) 3a cnpaBaHe ¢ npobnemuy,
CBbpP3aHn C TPAHCBEHO3HUTe enekTpoau. S-ICD HAmMa nHTpaBac-
KynapeH NpoOBOAHMK 1 CefoBaTeNHO He Moxe fa ocurypu ATP.
B npoyuBaHeTo PRAETORIAN 849 nauuneHTu ¢ ICD, Ho 6e3 nHau-
Kaums 3a nencrpaHe, 6daxa paHgoMmusmpaxm aa nonyyat S-ICD
unu TpaHceeHoseH ICD.3% Mpu cpeaeH cpok Ha npocneassaHe
49 meceua Gelle MokKaszaHa HEMANIOCTOMHOCT 3a MbpBUYHATA
KpaliiHa TOYKa Ha CBbp3BaHUTE C YCTPOWCTBOTO YCIIOXKHEHUA 1
HeMOTMBUPaHM LWOKoBe. MPOLEHTHT Ha HEMOTMBUPAHUTE LWO-
KoBe e 9,7% B rpynaTta Ha S-ICD n 7,3% B rpynata Ha ICD (HR 1,43;
95% Cl 0,89-2,30), a NPOLIEHTBT Ha CBBbP3aHUTE C YCTPONCTBOTO

Mpenopbku
Ta6nuua 12: Mpenopbkn 3a BTOpUYHA NpodunakTuka
Ha BHe3anHa cbpae4YyHa CMbpT*

Mpenopbkn Knac?® Huso®

VimnnaHtupaHe Ha ICD ce npenopbysa Npy NawueH-
TV C LOKyMEHTUPaHO VF iy XeMOAMHAMUYHO Hero-
Hocuma VT npu nvnca Ha o6patumu npuumkmn, 34°-352

Mpwu naunenTn ¢ VT/VF, nhankauma 3a ICD n nunca
Ha NPOTUBOMOKAa3aHWe 3a aMMOaPOH, aM1OAaPOH
MOXe fla ce NMa NpeABuA, KOrato HAMa Bb3MOX-
HOCT 3a ICD, KoraTo uma KOHTpa-vHAMKauum nopa-
[N KOHKYpUMpaLm ce MeANLMHCKA NPUYUHN Un e
OTXBBPJIEH OT CaMUs NaLUEHT.

Ilb C

Mpu naumeHTn cbec SMVT nnu SPVT/VF, npean3Buka-
Hu ot KEC ¢ nofobHa mopdonorusa n nHavkaumua 3a
ICD, moxe aa ce uMa npeABuA KaTeTbpHa abnauus,
KoraTo HAMa Bb3MOXHOCT 3a ICD, KoraTo nma KoH-
TPa-VHAMKaLMN NoOpaju KOHKYpUpaLLy ce MegULnH-
CKV MPUYVHY W € OTXBbP/EH OT CaMUA NaLMEHT.

Ilb C

ICD, nmnnaHTpyem Kappuoseptep pedpubpunatop; KEC, KamepHU
ekcTpacuctonu; SMVT, npoabmkutenHa moHomopdHa VT; SPVT, npo-
ObmkuTenHa nonumopdHa VT, VF, KamepHo mbxaeHe; VT, KamepHa Ta-
XVKapaua.

* 3a MbpBMYHa NPeBeHLMA 1 cneunduyHM acneKkTn Ha BTOpMYHaTa npe-
BeHUusA, otTuaerte B Pasdesn 7.

2 Knac Ha npenopbKuTe.

b Hueo Ha gokasatencTeHoCT.

Mpenopbku
Ta6nuua 13: MpenopbKu 3a NOAKOXKEH MMMIAHTUPYeM
KapauoBepTtep aepubpunatop

Mpenopbkn Knac® Huso?

MoakoXHWAT fedubprnatop TpAbBa Aa ce pas-

rMeXXaa KaTo anTepHaTéiBa Ha TPAaHCBEHO3HMA fe-

dubpunatop npv NaumeHT ¢ nokasaHue 3a ICD, Ila B
KOraTo aHTMbpajgukapAHa CTUMynaums, CbpheyHa
pe-CUHXpOoHM3aLs, unu ATP He ca Heobxoaumn. 366

ATP, aHTUTaxnkapgHo nemncupare; ICD, umnnaHTpyem KapanosepTep
nedubpunatop.

@ Knac Ha npenopbKuTe.

b Hugo Ha pokasatencraeHocT.

ycnoxHeHua e 5,9% B S-ICD un 9,8% B rpynata Ha ICD (HR 0,69;
95% Cl 0,44-1,09). He e umano pasnuka 1 BbB BTOpUYHaTa Kpaii-
Ha TOYKa CMbPT M MOTMBMPAHM LLIOKOBE, HO MPOYYBaHETO He e
MMan goctaTbyHa CTaTUCTUYECKa Cuna 3a JoKa3BaHe Ha Hema-
JIOCTOMHOCT Ha Ta3u BTOPUYHA KpaliHa Touka. TpsibBa fa ce oT-
6enexu, ye noseye ot 80% OT BK/IOUEHUTE NALMEHTIN Ca Gunn B
knac | n 1l no NYHA v ye BKnoueHnTe NaumneHTr ca bunu no-mna-
[V B CpaBHeHMe C NpeguWwHn n3nnuTBaHma Ha ICD.

6.2.2.2. [lo6assaHe Ha CepdedHd pecUHXpoHU3UpaWd mepanus?
CbppeyHata pecnHxpoHusmpala tepanua (CRT) gencteuten-
HO HaMasifiBa CMbPTHOCTTA NPY CbpAeyHa HeflocTaTbuHOCT,
a BHMMaTeNHaTa oueHKa Ha noteHuuwanHata nonsa ot CRT npu
nayveHTn ¢ nHaukauma 3a ICD npegn nmnnaHTUpaHeTo e 3a-
abmkuTenHa.? PonAta Ha fo6assaHeTo Ha gedubpunatop e no-
Manko yctaHoBeHa.3%83% Mpogb/kaBaloTo PaHLOMU3NPAHO
KoHTponupaHo npoyysaHe RESET-CRT uma 3a uen ga onpegenu
Bb3gencTBmeTo Ha CRT-gedubpunatopa Bbpxy obuiata CMbpPT-
HocT 1 BCC npu nauymeHTn CbC CbpAeyYHa He[OCTaTbYHOCT C MOo-
Ka3aHwue 3a CRT.

Mpenopbkn

Ta6nuua 14: Mpenopbku 3a fo6aBsAHE Ha CbpAeYHa pe-
CMHXPOHM3MpalWa Tepanna KbM MMniaH-
TUpyem KapavnoBepTep aepubpunatop

Mpenopbkn Knac® Huso®
Korato e nokasaH ICD ce npenopbuBa aa ce npe-

LieHU Aanu nauueHTsbT 61 MOrbn Aa vma nonsa ot C
CRT-pedubpunatop.3%”

CRT, cbpaeyHa pecnHxpoHmnsmpalia tepanus; ICD, umnnaHTupyem Kap-
nvosepTep fedpubpunatop.

@ Knac Ha npenopbKuTe.

b Hugo Ha [OKa3aTeNCTBEHOCT.

6.2.2.3. [lpeHocum kapouosepmep deubpuiamop-xuiemxa

MpeHocumuAT KapauosepTep aedunbpunatop-xunetka (WCD)
€ BbHLWeEH Aednbpunatop, 3a KOWTO € [OKa3aHo, ye OTKpUBA
ycnewHo u nekysa VT n VE37° CnegoBatenHo e nogxogsiy 3a
NauveHTn, KOUTO Ca U3NOXKeHN Ha PUCK, HO BPeMeHHO He ca
KaHanpaTy 3a ICD nopaau, Hanprumep, eKCTpakuua Ha UHGEKTK-
paHO YCTPOMCTBO U MOCNEABALO aHTUOMOTUYHO nedeHue.’!
HepeleH npobnem e 3awmTarta Ha NauMeHTTe B paHHaTa pa3za
(40 gHu) cnepg MU. MpoyusaHeTto VEST BkntouBa 2302 naumeHTn
C OCTbp MHPAPKT Ha Mmnokapaa u JIKU® <35% v ru paHaomMmsun-
pa paHo B cboTHoLweHKe 2:1 ga nonyyat WCD nnn He npu pb-
KOBOJEHO OT MPenopbKkuTe ONTUMANHO MEAULMHCKO NeyeHne
(OMT).3’2 Cnep npocneasasaHe oT 90 [HU He e UMaso pasfinka B
NbpBMYHaTa KparHa TOYKa apuTMmnyHa cmbpT (1,6 cnpamo 2,4%;
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Mpenopbku
Ta6nuua 15: MpenopbKu 3a NPEeHOCMM KapauoBepTep
AedubpunaTop-KunerTka

Mpenopbku Knac?® Huso®

WCD Tpsab6Ba Aa ce B3eme NpeABug npvi Bb3pacTHu
naumeHTn ¢ nHAnKauma 3a ICD 3a BTopuyHa npo-
dunakTrKa, KOMTO BPEMEHHO He ca KaHAMAaTY 3a
nMmnnaHTmpaxe Ha ICD.

WCD moxe fa ce uma npeasui B paHHata ¢dasa
cnep MU npu n3bpaHu naumentn. 31372

ICD, nmnnaHTpyem Kapguoseptep aedubpunatop; WCD, npeHocum
KapaviosepTep aedpmbpunatop-xunertka.

@ Knac Ha npenopbKuTe.

b HuBo Ha fokasaTencTeHoCT.

lla C

RR 0,67; 95% Cl 0,37-1,21; P=0,18). MosaBwWno ce e 6€3NoKONCTBO
OT HUCKOTO MeAnaHHO Bpeme Ha HoceHe oT 18h (IQR 3,8-22,7).
MepgunaHHOTO Bpeme Ha HoceHe e 6unio no-encoko (23,4 h, IQR
22,2-23,8) B CKOPOLUEH MHOIOLEHTPOB PErucTbp cnep CTpyk-
TypripaHo obydeHune Ha nauyneHTute.>’! Bbnpekn ToBa, Bb3 0C-
HOBa Ha HalMyHWTe JaHHW, paboTHaTa rpyna He npenopbyBa
pyTuHHa ynotpeba Ha WCD B paHHuTe nepuoaun cneg MU. He-
3aBMCUMO OT TOBA, U3MOJI3BAHETO HA YCTPOWCTBOTO MOXe Aa
ce VMa npeasug npv n3bpaxu naumeHtn cneg MU, 3a kouto ce
CUMTa, Ye Ca U3NOoXKEHN Ha BUCOK puck ot BCC.

[aHHuTe 3a nonsata ot WCD 3a nbpBuYHA npodunakTnka
Ha BCC B gpyrv KNMMHWYHN cUTyaumn (Hanp. OCTbp MUOKapPANT,
nokasaHue 3a NbpBUYHa NPOGUIAKTMKA NO BPpEME Ha bpemMeH-
HOCT) Ca OCKbAHW U NMOHACTOALLEM He MoraT Ja 6baaT Hanpase-
HV NPenopbKM.

6.2.3.CneymanHum acneKkTy Ha TepanusaTa c
yCcTpoicTBa

6.2.3.1. Onmumu3ayus npu npoepamupaHe Ha
ycmpoticmeomo

OnTMm3mpaHoTo nporpammpane Ha ICD e OT cbliecTBEHO 3Ha-
UeHvie 3a CBEXAaHe A0 MVHVMYM Ha TEXECTTa Ha TepanusaTa C
ICD v 3a nogo6psABaHe Ha M3xofa Ha nauvenTa.>’3-37> MogpobHu
MPenopbKM Ca HASIMYHW B KOHCEHCYCHU JOKYMEHTY Ha eKcrep-
™Te. 375377 bpaanKkapaHUAT pexum Tpsabea aa 6bae nepcoHanu-
3MpaH, 3a Aa ce NpefoTBpaTh HeHyHoTo [IK nencrpaHe, Kato
MO TO3M HAUMH CE HaMasABaT XOCNUTANM3aLUMTE 3a CbpAeYHa
HeoCTaTbyHOCT 1 obLwata cMbpTHOCT78-380 (L1 ESC CardioMed,
rnasa 43.21).38 Crpatervsata 3a mporpamupaHe Ha AeTekums
Ha TaXMKapAUATa, BKIOUBALLA YABIIKEHN HACTPOMKM 1 BUCOKM
nparose Ha uecTtoTta (=188 bpm npoyusaHe Advance 11,382 >200
MADIT-RIT*#3) HamansaBsa ICD Tepanuute u obliata CMbPTHOCT,
6e3 fa yBennuaBa prcka ot cuHkon.>’3382383 Niokasatencreara ca
MO-CYTHY 33 MbPBUYHATA NPEBEHLMA B CPABHEHIE C MOKA3aHWs-
Ta 3a BTopuyHa npeseHumna®®? (L1 ESC CardioMed, rnasa 43.21).381
MNMocnepoBaTtenHoto m3non3saHe Ha SVT/VT gnckpumuHatopw,
nopw npu vyectotn fo 230 yaapa B MUHYTa, Ce npernopbyBa npu
peunnuenTy Ha ICD 6e3 nbneH cbppeyeH 610K 3a HamansaBaHe
Ha HemoTuBUpaHuTe Tepanun.3®3-38 MpasunHoTo NpeacbpaHO
CeH3MpaHe e NPefnocTaBKa 3a akTUBUPAHETO Ha ABYKYXVHHUTE
anckpumunHatopu® (L ESC CardioMed, rnasa 43.21).38" Kato
A0, NPOrPAaMMPAHETO Ha JETEKLMA B MHOXECTBO 30HY Ce npej-
MounTa, 3alOTO MO3BOJMABA YCbBbPLIEHCTBAHA AETEKUMA U Te-
panus npu Taxvkapaun ¢ pasnnyHmn yectotn.383386 EnnosoHoBo
nporpaMupaHe ¢ BUCOKA YeCToTa Ha AeTEeKLMs MOXe Aa ce uMa
npeasua nNpv naumMeHTn C BUCOKa BEPOATHOCT camo 3a VF (Hanp.

MbPBUYHN eneKTpuueckn 3abonasaHms).>®’ Mpu NoaKoXHWTE
ICDs TpnbBa fa ce nporpamupa KoHourypaumsa c ase 3oHu. [o-
Ka3aHo e, Ye CTaHAAPTU3UPAHOTO MPOrpamMmUpaHe, BKIIIOYBALLO
MO-HUCKa 30Ha Ha ,yC/IOBEH LWOK” C aKTUBMPAHU anroputmu 3a
OVCKPYMUHALMA 1 NO-BMCOKA ,LLIOKOBa 30Ha", 6a3npaHa camo Ha
YeCTOTHM KpuTepuu, HamasnsBa YyectoTaTa Ha HEMOTMBMPaAHWA
wok, 6e3 f1a KomnpomeTrpa 6e30MacHOCTTa Ha nauueHTa,388-3%
Belle foka3aHo, Ye CUCTEMHOTO K3MOoJI3BaHe Ha noracsgalya ATP
npenv noAaBaHe Ha LWOK, BKMIOUYMTENTHO 1 MPU MHOTO 6bp3u Ka-
MepPH TaxMapuUTMnm, HaMassBa WoKoBaTa Tepanua 6e3 yBennya-
BaHe Ha apUTMUYHUA cUHKoN.37>384391 ATP nop dopmata Ha 3ann
¢ puKcmpaHa yectoTa (burst) e 3a npegnoynTaHe npep 3annoseTte
C HapacTBalla YecToTa (ramp), Nopaau nosulleHaTa edpuKacHOCT
NPV MbPBOTO MOracsiBaHe Ha TaxmkapawaTa.>®2 3a npocneassaHe
Ha HocuTenuTe Ha ICD Tpsa6Ba Aa 6be HaCbpUeHO BKIIlOUYBaHe Ha
[IVCTAHUMOHHO HabsloaeHwe, 3a ia ce oNTUMM3Mpa HabnogeHme-
TO Ha LIeN0CTTa Ha YCTPOMCTBOTO, Aa Ce Aafie Bb3MOXKHOCT 3a 6bp-
30 OTKpPUBAHE 1 yNpaBneHne Ha CbbuTus, KonTo MoraT fa 6baat
npennpueT,3a fa ce NpefoTBPATV NosBaTa Ha HEMOTUBMPAHN

Mpenopbku
Ta6bnuua 16: MpenopbKKM 3a ONTUMU3MPAHO Nporpamm-
paHe Ha YCTPOMCTBOTO

Mpenopbkn Knac? Huso?

MNMoka3aHo e onTMMuU3MpaHo nporpamupaHe Ha ICD,
3a Aia Cce M36erHaT HEMOTMBMPAHW U HEHYKHM Tepa-
MUV 1 fla ce HaManu cMbpTHOCTTa.> 37372

Mpn NaumMeHTn C eJHOKYXUHEH UV ABYKYXWHEH
ICD 6e3 nokasaHus 3a aHTMBPaAVKAPAHO Mencu-
paHe ce npenopbyBa MUHUMU3UPAHe Ha KaMEePHO-
T0 nelicupate.378-380

oKa3aHo e NporpammpaHe Ha yAbJI>KeHU HaCTPON-
KN 33 petekuua (KpUTepum 3a NPOABIKUTENHOCT
Han-manko 6-12 cek. unu 30 mH'rep|3a11a).373'382'383
MpenopbyBa ce nporpamupaHe Ha rpaHuua Ha
Haii-6aBHaTa TaxMKapAuA Noanexalya Ha jevyeHne
>188 b.p.m. npu naunexT ¢ ICD 3a NbpBUYHA NPO-
dunakTuka, 382383

Mpwn naumeHTn cbe SHD ce npenopbyBa nporpa-
MMpaHe Ha Hal-manko efHa ATP TepanvA BbB
BCUUKM 30HU Ha Taxuaputmua,’ 384391
MpenopbuBa ce Aa 6bAaT NPOrpamvpaHm anropu-
TMU 3a AUCKpUMMHaUmMA Ha SVT cpeuy VT 3a Taxu-
Kapauu ¢ yectota o 230 b.p.m.383-385

I'Ipenop'qua Ce [la aKTnBMpaTe aflapMeH C1rHan 3a

nospepa Ha enektpoga.>?’ 399

MpenopbyBa ce AUCTaHLMOHHO MOHUTOPUPAHE, 3a
fa 6bjje HamManeHa YecToTaTa Ha HeMOTUBUpPaHUTE
wokose. 3

MporpamupaHe Ha burst ATP kKaTto nbpBu onuT ce
npenopbyBa Npea ramp ATP.392

3a S-ICD ce npenopbyBa KOHUrypauusa ¢ ABOMHA
30Ha 3a [eTeKUMA C aKTUBMPAHE Ha ANCKPUMUHA-

LVNOHHWNA aifTOPUTDHM B MO-A0J/IHaTa YCNIOBHA LLOKO-

Ba 30H€i.388_390

3a pyTHHO nporpamupaHe Ha ICD TpsA6Ba Aa ce
B3eMe MpeaBua akTMBMPaHEe Ha NoBeye OT eAHa lla
30Ha 3a fleTeKuuA Ha Taxukapama. 383386

ATP, aHTn-TaxmkapfHo nencupate; ICD, umnnaHTupyem Kapanoseprtep
nedvbpunatop; SHD, cTpyKTYpHO CbpAeyHo 3abonasaHe; S-ICD, no-
nkoxeH ICD; SVT, HapkamepHa Taxukapana; VT, KamepHa Taxnkapansa.

@ Knac Ha npernopbKuTe.

b Hueo Ha gokasatencreeHocT.
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wokose3*3-3% ([ ESC CardioMed, rnasa 43.21).38! MpepanioxeHn-
Te NpenopbKiY 3a ONTMANHO NPOrpamypaHe Ha yCTPOMCTBOTO ca
NPWNOXMMM 3a MoBeyeTo nonyyateny Ha ICD. Mpwv oTaenHy nauw-
EHTV MOXe Aa e HeobxoanMa NepcoHanM3auus.

6.2.3.2. [lpudpyxasawo nevyeHue 3a u3bAz8aHe Ha HeMomueu-
paHa mepanus ¢ UMnaaHmupyem kapouogepmep oegu-
6punamop
OcBeH ONTUMM3aUMA Ha MPOrpammMpaHeTo Ha YCTPOWCTBOTO,
$apMaKonorMyHOTO U/MN MHBa3MBHOTO JleYeHre MOXe fia npe-
[oTBpaTh HemoTmBMpaHa ICD Tepanus. beTta-6nokepuTe (Kapee-
avnon npesb3xoxaa metonponon B MADIT-CRT) Tpsb6Ba ga ce
TUTPUPAT A0 MaKCMManHaTa MoOHOCMMa Jo3a NPW MaumMeHTH CbC
CbpAeyYHa HeJoCTaTbYHOCT, 3a Aa Ce HaMann PUCKBT OT HEMOTU-
BupaHa Tepanua.*% Mpu naumeHTV C HEMOTUBMPAHY TePannn No-
paav peungmsupata SVT, kKaTeTbpHaTa abnauua Tpabea fa 6bae
neyeHne OT MbPBW NOPALBK, KaTo ce MMa NpeaBua HEroBUAT BU-
COK YCMeX v HUCKVAT NPOLEHT YCIoxHeHNA,.392401-403 B ciiyyaii Ha
cBbp3aHu ¢ MMM HeMOTUBMPaHM Tepanuu, KOUTO He ce MoBMABAT
OT ONTUMM3MPaHO GapMaKOSTIOTMYHO JleYeHe 3a KOHTPON Ha Yec-
TOTaTa, ce NpeAnara MHAMBMAYanu3npaHa ctpaTerns 3a edyeHve
(KOHTPOJ Ha YecToTaTa CpeLly KOHTPOM Ha pMTbMA), 3aBrcella oT
XapaKTepUCTUKITE Ha nauveHTa.>*8 Mpu naumeHTn ¢ paHHo MM,
nprvemMaHeTo Ha CTpaTervsa 3a PUTbMEH KOHTPOS e nopobpuno
M3xoAa Npw naumeHTuTe B npoyusaHeto EAST-AFNET.*4%4 Mpu
nauveHtTn cbc CRT-gedumbpunatop, abnauymata Ha AV Bb3ena e
CBbp3aHa ¢ HamaneH 6poit HemoTusmupaHu ICD WwokoBe 1 No-HU-
CKa YecToTa Ha XOCNUTaNM3aLmnATa B CPaBHEHUE C IEKAPCTBEHOTO
nevenne*®s (L) ESC CardioMed rnaBa 41.14).406

Mpenopbku

Ta6nuua 17: MNMpenopbkuy 3a NpuApPYKaBalllo ieyeHune 3a
nsbarsaHe Ha HeMOTUBUPaHa Tepanus C UM-
nnaHTVpyem KapguosepTtep aepubpunartop

Mpenopbku Knac?® Hugo®

MpenopbyBa ce KaTeTbpHa abnayua Npu naumeH-

71 ¢ ICD c peumpmeupalya SVT, Bogelya O HEMOTU- C
BMpaHm ICD TepaI'IVIM.401’402

DapmMaKkonornyHo neyeHne wny KateTbpHa abna-

LuA ce NpenopbyBa Npv NaUUEHTU CbC CBBP3aHN c

¢ MM nemotusmpanu ICD Tepanuu, BbNpeKn onTu-
manHoTo ICD nporpammpate, 01405407

MM, npeacbpaHo MbxaeHe; ICD, umnnaHTupyem KapanosepTep aedu-
6punatop; SVT, HagkamepHa TaxvKapaus.

3 Knac Ha npenopbKuTe.

b Huso Ha [OKa3aTeNCcTBEHOCT.

6.2.3.3. [lcuxo-coyuasiHo 8w30elicmseue Ha Jie4eHuemo ¢ UM-
nnaHmupyem kapouosepmep Oegpubpunamop
Moutn 20% ot nonyunnute ICD cTpagaT OT TPEBOXHOCT 1 Aenpe-
CYsl, KOUTO Ca CBbP3aHy € noBuLieHa cMbpTHOCT.*%-411 Mpu nauw-
eHTuTe ¢ ICD NCrXoNornyeckuaT AUCTPeC ce NPUUYNHSABA IMaBHO OT
3arpuKeHoCTTa 3a NOTEeHLMaNHO noyyaBaHe Ha Wwokose ot ICD, a
He OT TOBa, ye ca nonyunnm ICD wok.*'>#'3 Taka, oueHKarta Ha Tpe-
BOXHOCTTa, CBbp3aHa ¢ ICD, ce npenopbyBa Npu BCUYKM NMaLNeHT
cICD, npean aa HacTbnAT ICD wokoe. CUCTEMATUYHUAT CKPUHUHI
Ha naumeHTn ¢ ICD 3a nNcMxonornyeckn AUCTpec e oCbLeCTBUM
ypes U3MNoN3BaHETO Ha creundryUHN BbNpocHNLN.413-416
3HaunTenHa vacTt ot naumneHTute ¢ ICD ¢ KNMMHUYHO 3HAUMMK
CUMMNTOMMU Ha TPEBOXKHOCT U ieNpecust OCTaBaT HeAOCTaTbYHO Jle-
KyBaHn.*7 Heobxonuma e KOMyHVKaLWs C BCUYKKM MOJTyYaTenn Ha
ICD, 3a ia ce U3sAICHAT NOrPeLLIHNTE CXBaLLAaHNA OTHOCHO GyHKUKMATA

Ha YCTPOMCTBOTO, fia ce 0GCHAAT OMaCeHMs OTHOCHO CEKCYANTHOTO
GYHKLVOHMPaHe, OrpaHUYeHATa 3a WOoGUPaHe, 1 ja Ce NPernopb-
ua naH 3a JercTBue B Cilyyait Ha Wwokosa Tepanus.1841° Moxe na
€ HeOBXOAVMO HAaCOUBaHE KbM CMELMaCTyi Mo NCUXMYHO 34paBe
3a cneunduUHN nHTepBeHUMI, *'8420 KorHuTeHO-NoBegeHYecKaTa
Tepanusa Moxe fa 6bae ocurypeHa v ot 06yUeHn KapanoIorMyHm
MEAVLIHCKI cecTpy 3a ob/iekyaBaHe Ha TpeBOXHoCTTa.*! Ye6-
6a3vpaH1Te VHTEPBEHLMM MOTAT Aa Ce OKaXaT MoJe3H 1 3a no-
RO6PABAHE Ha MCMXO-COLMANIHOTO Garononyymne npv NauneHT
ICD ¢ noBULLEH NCMXO-COLManeH anctpec.??

Mpenopbku

Ta6nuua 18: MpenopbKyU 3a NCUXO-COLNANIHO JleueHne
cnef MMMAaHTMpaHe Ha UMMMAaAHTUpYyem
KapauoBepTtep aepubpunatop

Mpenopbkn Knac® Huso?
Mpwn naumeHnTn c ICD ce npenopbyBa OLEHKa Ha Ncu- c
XOMNOMMYECKNA CTaTYC 1 fledeHme Ha auctpeca,*21-423

penopbyBa ce KOMYHMKaLMATa MEXAY MaLUEHT n

NeKap/MeaVLIMHCKI CNeLyanmcT C Lien cnpaesaHe ¢ ona-

ceHuATa, cBbp3aHm ¢ ICD, 1 3a 06CbKAaHe Ha BbNpocK, C

CBbP3aH CKaueCTBOTO Ha KMBOTa, MPeAN MMIaHTVPa-
He Ha ICD v no Bpeme Ha 6onecTHata nporpecvm.‘”z'424

ICD, imnnaHTpyem KapanosepTep aAedubpunatop.
@ Knac Ha npenopbKuTe.
b Hugo Ha gokasatencTeeHocT.

6.2.3.4. [layueHmu c ycmpolicmea 3a nodnomazaHe Ha aaeama
Kkamepa
VAs ce cpeLuaTt 4ecTo cpef HOCUTeNUTe Ha YCTPOMCTBO 3a Nofd-
rnomaraHe Ha nasarta Kamepa (LVAD).*?>42¢ O6ukHoBeHo VAs ce
noHacsT fobpe, Toin Kato LVADs noaabp»KaT afekBaTeH cbpae-
ueH febuT 1 NpefoTBpPaTABAT UMPKYIaTopeH Konanc.*?° Bbrpe-
KU TOBa, MPOABIIKMTENHUTE HenlekyBaHW VAs morat fia josegat
[0 UMpKynaTopeH Konanc gopuv npu Hanuume Ha LVAD, ocobeHo
CKOPO Cnef MMIaHTMpaHe Ha YCTPOMCTBOTO M MPU NaLMeHTU C
no-Bucoka 6enoapobHa cbaoBa pesncteHTHOCT. 40 VAs npean n
cnep umnnaHTupaHeTo Ha LVAD ca cBbp3aHu C NOBULLEH PUCK
OT CbpAeYHO-CbAOBa U obWa CMBbPTHOCT, AokaTo ICD moxe
3HAUMTENHO @ HaManu NpoabiikmuTenHata VA #25426431-434 Tag
JaHHW noakpenAT umnnaHTupaHe Ha ICD 3a BTopyyHa npeBeH-
umA npu peunnueHTn Ha LVAD cbc cumntomHa VA.
O6cepBaLMOHHY NPOYYBAHUA NPY NaLUUEHTN C NpejuLHO
nokoseHve nyncatuseH LVAD cbobunxa 3a no-Abnra npexunss-
emocT ¢ ICD**-437 ( (L ESC CardioMed, rnasa 37.32).4%8
MNMocnepgHuTe perncTpu, BKAYBaWM HocuTenu Ha LVAD c
HernpeKbCcHaT MOTOK, MOCTAaBAT MOL CbMHeHVe HaManABaHeTo
Ha cMbpTHOCTTa OT ICD, HO HaNMYHKTE JAaHHK Ca NPOTUBOPEYN-
BW.425:426,428,439440 AnannzbT Ha pernctbpa INTERMACS, BKtouBally

Mpenopbku

Ta6nuua 19: MpenopbKu 3a MMNAAHTUPaHe Ha KapAau-
oBepTep AepubpunaTop Npm peuunneHTn
Ha NeBOKaMepHO acucTMpallo ycTponcTBo

Mpenopbkn Knac? Huso®
MmnnanTupaHeto Ha ICD TpA6bBa pa ce obmucan

npu peumnueHTn Ha LVAD cbc cumnTtomHM npo- Ila B
ObIKUTENHN VA 425431

ICD, nmnnaHTpyem KapamosepTep gepubpunatop; LVAD, ycTpoicTaa
3a noAnomaraHe Ha nfaBaTta kamepa; VA, KamepHa aputmusa.

4 Knac Ha npenopbKuTe.

b Hugo Ha nokasatencTeeHocT.
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Han-ronAmata Koxopta LVAD c HenpeKkbcHaT NOTOK, MoOKasa, ye
HannumeTto Ha ICD He e CBbP3aHO C Yab/KeHa NPeXnBAemMocT.*2
JIuncaTa Ha fOKymeHTMpaHa non3sa 3a ouenABaHe cpef HocuTe-
nute Ha LVAD c HenpeKbCHAT MNOTOK, 3aeiHO C BEPOATHOCTTA 3a
TonepupaHe Ha VA 1 CbOTBETHUTE PUCKOBE MpK NMOCTaBAHE Ha
ICD npw Te31 nauymneHTn (pUcK oT UHdeKUUaA, B3aumogencTame ¢
YCTPOICTBOTO), 61aronprATCTBa MHAVBUAYANN3MPaH NOLXOA.

6.2.3.5. YcnoxHeHusa npu ycmpoticmeama

MNpepnoTBpaTtaABaHe Ha ycnoxHeHuATa oT ICD e BaXHO 3a Hamansa-
BaHe Ha CBbp3aHaTa 3a601eBaeMoCT, CMbPTHOCT 1 GUHAHCOBO Ha-
ToBapBaHe. 1o BpeMe Ha MMMNaHTYpPaHe Ha yCcTpoiicTBaTa TpabBa
[a ce NpWIoXN aHTMOMOTMYHA NpoduNaKTIKa, NnepunpoLlesypHa
MOAroTOBKAa Ha NaLMeHTa 1 MOAXOAALLA XMPYPriyHa TeXHUKA, 3a
[a ce NpefoTBPATAT MHbEKLMM Ha YCTPONCTBOTO 1 06pa3yBaHe Ha
IkobeH xemaTtom.*M1-443 NlocTbnbT [0 LedanuuHaTa uam akcunap-
HaTa BeHa e 3a npejnoyrTaHe npej NoAKlouMyHaTa BEHa, 3a fja ce
Hamasv PUCKBLT Ha MHEBMOTOPAKC 1 MOBPeaa Ha enlekTpoaa.44-446
MpaBunHMAT n36op Ha ICD cuctemu e BaxkeH. EgHOKyxuHHUTE ICD
ce npenopbyBaT MpPU MauMeHTUTe 3a MbpPBUYHA NPOdUNaKTMKa
6e3 nokasaHuA 3a NPeacbpAHO UK cekBeHumanHo AV neicnpa-
He. ToBa HaMasisAiBa NepuNpoLesypHUTE YCIIOKHEHUA 1 3aMeHnTe
Ha reHepaTtopa B CpaBHeHve ¢ ABYKyxuHHuTe ICD. To3n noaxop
He yBefiMyaBa pP1CKa OT HEMOTUBMPaHK LLIOKOBE, aKo Ce 13Mon3Ba
OMTUMASIHO MPOrPamMMPaHe Ha YCTPOMCTBOTO. 4940 PyTyHHOTO
n3non3BaHe Ha AednbPUNaTOPHY eNEKTPOAN C eAHA HAMOTKa ce
npeanoynTa nopaamn No-HUCKMA PUCK OT YCIIOKHEHUA MO Bpeme
Ha OTCTpaHsABaHe Ha enekTpoaa 6e3 ceBbp3aHN pa3numkn B edukac-
HOCTTa Ha LWoKa.*"*? [13nof3BaHeTo Ha enekTpoam C ABOMHA Ha-
MOTKa MOXe [ia ce B3eMe npefBus B KIUHUYHW YCIOBUSA, NPY KOU-
TO Ce Nogo3unpa No-BUCOK Mpar Ha gedunbpunatopa, Hanp. XKMT,
[eCHOCTPaHHM MMMIaHTaLmmn. 423454

Mpenopbku

Ta6nuua 20: MpenopbKu 3a npefgoTBpaTsiBaHe Ha YC-
NOXKHEHUNA OT MMMNJIaHTUPYyeM Kapauosep-
Tep aepubpunatop

Knac® Huso®

Mpenopbku

MpenopbuBa ce egHoKyxunHeH ICD npep ABYKyxu-
HeH ICD npu nbpBUYHA NpodunakTika Ha nauu-
€HTU 6e3 HacToALWa MM OYaKBaHa MHAMKALMA 3a
npeacbpaHo nnv AV ceKBeHUManHoO nemncupate,
nopaan Mo-HUCbK PUCK OT CBbP3aHU C YCTPOWi-
CTBOTO yCﬂO)KHEHVIH.447’448’450

M3non3BaHeTO Ha EenekTpoAW C efHa HamoTKa
npef ICD enekTpoam C BOHA HaMOTKa TpsAbBa Aa
ce B3eme NpefBua, NOpagmn Mo-HUCKUA MPOLEHT
YCNOXHEHVA MPU TPaHCBEHO3Ha eKCTpakumA Ha
enektpoga.®!

lla C

AV, aTproBeHTpuKynapeH; ICD, umnnaHTupyem KapaviosepTtep aedu-
6punatop.

3 Knac Ha npenopbKuTe.

b Huso Ha [OKa3aTeNCTBEHOCT.

6.2.3.6. CvobpaxkeHus 8 Kpds HA XUgoma

MaunenTnTe C akTMBHM ICD UMaT 3HaunTENTHa YeCTOTa Ha LLOKO-
Be B nocnegHata ¢asa ot xueota.*>> Mpu TepMmuHanto 60HN
naumneHT! 1 B Kpasd Ha XXMBOTa 3[4paBHUTE creynannctTi morat
[la YNeCcHAT B3eMaHEeTO Ha pelleHre OT NauMeHTa N CeMeNCTBO-
TO Ha MauueHTa, KaTo OBACHAT MO YyBCTBUTENEH U pa3bripaem
HaUVH NON3UTE N TEXKECTTa OT NPOAbIIKaBaHETO Ha TepanuaATa C
ICD.**¢ MauneHTuTe TpAbBa Aa 6bAAT UHPOPMMPAH 33 Bb3MOX-
HOCTUTe 3a feakTuBMpaHe Ha ICD. Kato uano, feakTnuBmpaHeTo

Ha aHTM-6pagukapaHaTa Tepanusa He ce NpenopbyBa, 3a ga ce
n3berHe BOLIABaHE Ha KAYECTBOTO Ha KMBOT, a B HAKOU CTPaHN
[eakTUBMPAHETO NPV NaLMeHTW CbC 3aBUCUMOCT OT neicmen-
Kbp MoXe fa 6bae 3abpaHeHo oT 3akoHa.*s’ [leakTBMpPaHeTo
TpsAb6Ba Aa ce 06CHAM Npean UMMINaHTUPaHe Ha YCTPOWCTBO 1
KOraTo MMa 3HAuYWTEeNIHO B/IOWABAHE Ha 3APABOC/IOBHOTO CbC-
TOAHME Ha nauueHTa. Bbnpekn HapacTsallaTa TeHgeHUUsA 3a
pasrnexpaaHe 1 AeakTBMpPaHe Ha YCTPOWCTBOTO ciief BHUMa-
TEHO 06MUCTIAHE, TEKYLYUTE MPOLEHTM Ca BCE OLLE HACKU U UMa
HY>KAa OT MogoGpeHa rpvka 3a naymeHta, 8439

Mpenopbku

Ta6nuua 21: MpenopbKu 3a Npo6aemun B Kpas Ha }KUBO-
Ta Npu HOCUTENU Ha UMNAAHTUPYEeMU Kap-
AvoBepTep aedpnbpunarop

Mpenopbkn Knac? Huso®

NHdopmMmpaHa ANCKYCKA € NaLmeHTa 1 ceMecTBo-

TO OTHOCHO Bb3MOXHOCTUTE 33 AeaKTVBMpPaHe Ha

ICD 1 cbBMeCTHO B3eMaHe Ha pelleHunsA ca Nnokasa- C
HV NPeau NMMAAHTUPaHE 1 B CJTyYalt Ha 3HaunTen-

HO BIOLIABAHE Ha 3[1PaBOC/IOBHNA c1'aTyc.458

ICD, umnnaHTupyem KapguosepTep aAedunbprnatop.
@ Knac Ha npenopbKuTe.
b Hugo Ha [OKa3aTeNCTBEHOCT.

6.2.4./lHTepBeHUNOHaNHa TepanuA

6.2.4.1. KamemuwpHa abnayus

6.2.4.1.1. llayueHMu csCc cCMpPyKMypHO CepOe4HO 3a601A8aHe.
Mpu naymeHTn cbc SHD, SMVTs ce gbnxaT Hal-Beye Ha prieH-
TPV-MEXaHN3bM CBbP3aH C UMKATPUKC, 460465

Mopagu no-Bucok puck ot BCC, nmnnaHtupaHeto Ha ICD
06MKHOBEHO Ce NpenopbYBa NPU NauueHTn C NPOABIKUTENHN
VA, cBbp3aHu cbc SHD.#66-468 BebuyHocr, ICD He npepoTBparts-
BaT VA 1 MHOTO OT Te€31 MauyeHT 61xa Nnosyuymamn CUmnTomMaTmy-
HW1 peungmen Ha VT/VF, Bogewn go cuHkon nnm ICD wokose 1
MO>e [1a Ce HYXXAAAT OT JOMbJIHATENHO NeueHye,330,383419,469-471

Mpw naumeHTn cbc SHD U360pBbT Ha AHTUAPUTMIUYHN CPeaCTBa
€ OrpaHnyYeH Hall-Beye fo beTa-611oKepy, COTasioN Y aMMOAAPOH 3a
noanomaraHe Ha KOHTpona Bbpxy peumnausute Ha VT/VF, a ToBa ne-
ueHMe ce Bb3MPENATCTBA YECTO OT CTPAHNYHY edpekTI. 318472

BnaropapeHue Ha NOCTUrHaTWA Npe3 NOCNeAHUTe TPU Aece-
TUNETUA HanpeabK, KaTeTbpHaTa abnauma cTaBa BCe MO-BaXHa
3a JIGYEHVETO Ha CBbP3aHM € LuKaTpuKe VTs.43 OT Hayanoto Ha
90-Te roAvHU Ha MUHANVKA BeK KaTeTbpHaTa abnaunsa Ha BBR-VT e
MHoro ycriewHa*4-47 v ce cunta 3a Tepanus OT MbpBa NMHNs 466467
(Queypa 5). Bnocnepctaue Helle foKa3aHo, Ye KaTeTbpHaTa abna-
LM e MHOro epeKTVBHA 3a KOHTPON Ha HenpeKkbcHaTtuTe VTs unu
enekTpuyeckn 6ypn33°33  3a HamansBaHe Ha NOCNeABaLIOTO
obpemeHsBaHe ¢ VT. MHoro o6cepBaLiOHHM MPOYYBaHUSA NOKa3-
BaT NonoxuTeneH epekT oT abnaumata Ha VT BbpXY KIUHUYHWA
M3X0A MO OTHOLEHME Ha peuvaveuTe Ha VT.#8-483 Mpy nauneHTn
¢ KAB, B Tpu paHgomusmpaHmn npoyusaHns®’ 1484485 ce cpobuasa
ue KaTeTbpHaTa abnauus, CpaBHEHA C KOHBEHLIMOHANTHOTO Nleve-
HMe, HamanABa BepOATHOCTTa 3a nocnegsawy ICD wokose n npe-
JoTBpaTABa NOBTOPHUTE enn3oam Ha VT.

KprTnyHaTa yact Ha pueHTpn Kpbrosete Ha VT, HaprnyaHa
L3awnTtéH VT nctmyc”, e ocHoBHa Uen Ha abnauuaATa,*6948 po
€ MHOTO TPYAHO fa Ce AeMacKrpa npu XeMoAMHAMUYHO Herno-
Hocvma VT.*87488 Mopagm BricokaTa BEPOATHOCT 3@ MHOMECTBO
PUEHTPU KPbroBe B LMKAaTPUKCa U TPYAHOCTWATE NPpU UAEHTK-
dvuMpaHe Ha KPUTWYHWTE NCTMYCKW, CTpaTernaTa 3a abnauus
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ce pa3Bu Npe3 rognH1Te KbM No-paswrpeHa abnayus Ha apuT-
MoreHHUA cy6cTpat.’82-492 Tpabea na ce o6bpHe crieyuasnHo
BHVMaHue Ha cnydanTe ¢ PVT/VF, nHnyumnpanu ot nogo6Hn KEC
, kbaeTo 3apenctBawata KEC (yecto cBbp3aHa C mMpexaTta Ha
Purkinje) Tpa6Ba aa 6bae npuvuen Ha abnayua, 221332333493

EnekTpo-$pr3nonornyHmnTe XapakTepucTUKN Ha KpbroBeTe Ha
VT 3aBuUcAT OT 0cHOBHOTO SHD. M0 TO31 HauWH NOCT-MHAPKTHUTE
VT ca cBbp3aHu MaBHO C eHpokapaeH VT Kpbr (MoJatnme Ha eH-
JoKapaHa abnauus), 4OKATO MeCTOMONIOXKEHMETO Ha pueHTpu VT
KpbroBete e Mo-pa3Hoo6pasHO Npu MaUMEHTU C KapAnoMMona-
TN A44% iHTpamypanHoTo U/mMnn envkapaHOTO 3acsAraHe Mmpw
TAX Ce cpeLyaT no-yecto. ToBa JOMNPUHACA 3HAUYMTENHO 3a pa3nu-
KaTa B KNUHWYHUTE pe3ynTati npu VT abnauma no OTHOLLEHME Ha
NoANeXaLloTo CbpAeyHo 3abonsBaHe, Kato Npu KAB pe3ynTaTst e
No-A06bp, OTKOSIKOTO MPY HEUCXEMUYHM eThonornmn.47-499

EdekTrBHaTa abnaums M3MCKBa TparHW abnauvoHHN nesnm
Ha apUTMOreHHa TbKaH. B HAKoM cnyyaw, KaTo MHTpamypanHu VT,
ocTaBaT TPYAHOCTU NPY NOCTUraHETO Ha Tasu Len C HacToALuUTe
KaTeTpu, He3aBNCKMMO OT noaxofa (eHaoKapaeH/envkapaeH).”°
3a pa ce nopgobpm obpasyBaHETO Ha MUOKaPAHW Ne3nu, cera ce
NpaBy OLEHKa Ha HOBW KaTeTbPHU TEXHUKM (Hanp. bunonsapHa/
urneHa abnaums, TPaHCKOPOHapHa ankoxosHa abnauws),>01->%
KaKTO 1 Ha ibyeTepanesTMyHaTa abnauma % nan xupypruuna-
Ta abnauwsa,**° KOUTO NOHACTOALLEM Ca CMACUTENTHU JIeYEHVIS.

Mpw nnaHvpaHe Ha VT abnauua e BaXXHO Aa ce cbbepe Ua-
naTa HannyHa nHdopmauma 3a apUTMOreHHUA cyobcTpart, ocobe-
HO 3a AeHTUPULMPaHE Ha LMKaTPMKCUTe (Upes M3non3BaHe Ha
CMR unu CT ckaHupane),”'%'* 1 3a onpegenaHe Ha U3XOAHOTO
MACTO Ha VAs upe3 foKyMeHTMpaHe Ha 12-KaHanHa EKI Ha knu-
HuuHuTe VTs nnun KEC, konTto nHgyumpart PVT/VF.

CpepHVAT ABArOCPOYEH MPOLIEHT Ha ycneBaemocT Ha VT
abnaums Bapuvpa oT 30% o 70%, B 3aBUCUMOCT OT MoAJiexallaTta
SHD.#8115-518 Moxe fa Bb3HMKHAT NepU-MPOLesyPHU YCIIOXKHE-
HUA, NO-CMeLmManHo MHCYNT, CbpieuHa TaMNoHaza Ui cMbpT.> 9222

6.2.4.1.2. [MayueHmu 6e3 04e8UOHO CMpPYKMYpPHO CbpOeYHO 3a60-
niAeae.
LJManonatnynam VTs” e TepMnHbT 3a VTS, KOUTO He ca CBbp3aHu
cbc SHD nnn reHeTuYeH apuTMuyeH cuHgpom. NoseyeTto namn-
onatnyHm VT ce Ab/KaT Ha TpUrepHa akTUBHOCT, HO Bepana-
MUII-CeH3UTMBHUTE dacumKkynapHu VT ce gbmxKat Ha pueHTpu
MexaHu3bM (BKouBawy JIK mpexa Ha Purkinje).”?® Tpu BaxHu
K/IOYOBY XapakTepuUCTUKIN pasrpaHnyaBat ngmonatuuHute VT
oT VT, cBbp3aHu cbe SHD. MbpBo, ngnonatnyHmte VT npon3sxox-
[aT Hal-Beye OT e4HO MACTO U cneunduyHa 061acT Ha CbpLETO
(@ MMeHHO M3XofQHUTE TPaKTOBe Ha AACHaTa UK nABaTa Kame-
pa,”?*>?> no nepumeTbpa Ha KnanHuTe NpbcTeHun,”?6->28 nanu-
napHwuTe myckynn,>2° unu JIK mpexa Ha Purkinje).>23 Bropo, npu
ngmonatnuHute VTs HAMA AOMOBUMM LMKATPUKC.>® U Hakpas,
navonatnyHmte VTs umaT obpokayecTBeHa NPOrHo3a, Taka ye
06VKHOBEHO He ce NpenopbyBa UMMaHTMpaHe Ha ICD.466
MsAcTOTO Ha Hal-paHHO aKkTMBMpPaHe no Bpeme Ha VT e uen-
Ta Ha abnayuma 3a GpoKanHUTE N3TOUYHMLM, [OKATO aHOPMaJsiHaTa
TbKaH Ha Purkinje (c guactonHa akTMBHOCT no Bpeme Ha VT) e
uenTa Ha abnauua npw nasata dacumkynapHa VT.>31:532
KaTeTbpHaTa abnaumsa e gedMHUTUBHO NleyeHre npu noee-
YyeTo MaumeHTV ¢ nauonaTtnyHa VT, a nepu-npouenypHuTe yc-
NOXKHEHUA ca peakn.>33-337

6.2.4.2. ABMOHOMHA MOOYNIayus

Ponsata Ha aBTOHOMHATa HEpBHA CUCTEMA 33 HaCcbpyaBaHe Ha
apuTMUMTE OTAABHA € NMPU3HaTa, KOETO BOAW A0 KOHLEeNuMATa
3a TpUbrbHKKa Ha Coumel 3a aputmoreHesara.>*8

[loKaszaHo e, Ye CMMMaTMKOBaTa aKTBaLMA Urpae KiovoBa
pons B MHAYLMpaHeTo Ha VAS Npu HAKOW 3a601siBaHuA, KaTo BPO-
neH LQTS u CPVT,>39540, 3 3a neBocTpaHHaTa CbpfeyHa cmnaTu-
KoBa AieHepBaLyis belue foKa3aHo, ue e CBbp3aHa C HamasnsBaHe
Ha yecToTaTa Ha apUTMOTEHHMA CUHKON Npu BpoaeH LQTS.>41°42
EdukacHOCTTa Ha CbpAeyHaTa cmnaTrikoBa 610Kaaa upes pas-
NINYHM NOAXOAM (TOpaKasHa enuaypasnHa aHecTesus, nepKyTaHHa
aHecTes3na Ny XMpypruyHa pesekuma Ha ganglion stellatum) 3a
HamansBaHe Ha 06peMeHABaHETO C apuTMUA Npu pedpakTepHa
VT/VF e npu3HaTta B HAKOMIKO Masiku 06cepBaLMiOHHN NPoyyBa-
HWA, 326328340 Heobxoanmn ca JOMbAHUTENHU MPOyYBaHUA 3a
oLieHKa KoV MaLMeHTMTe MoraT Aa ce Bb3ron3BaT oT Mogynauus
Ha aBTOHOMHaTa HepBHa c1cTema 3a No-Ao6bp KoHTpo Ha VT/VF.

7. JAnarHoCTUYHA OLeHKa,
neyeHue n ctpatupukKayns
Ha pucKa cnopep KNNHUYHOTO
npeacraBsAHe N N3BECTHOTO
(BepoAaTHOTO) 3abonABaHe

7.1. CneundunyHM CTPYKTYPHMN CbpAEUYHMN
3abonaBaHunA

7.1.1. KopoHapHa apTepuanHa 6onect
7.1.1.1.  Ocmpu KOpoOHApHU CUHOPOMU U 8A30CNA3BM

7.1.1.1.1. Ocmpu KOpOHapHU CUHOPOMU.

BCC e ocHoBHa npuumHa 3a cmbpTHOCT npu OKC, npnunHeHa
Haln-Beue oT npogbmxkutenHn VAs, no-cneymanHo VF. MNo-ronsa-
MaTa 4yacT OT Npoy4yBaHMATa Ca AOKIaABaNN 3a MayMeHTU CbC
STEMI. Ot naymeHnTnTe cbC STEMI 4-12% passurBat VA B pamkumTe
Ha nbpBUTe 48 h crep HauanoTo Ha cumnTomuTe.5%543544 VA pe-
AV penepdy3na ca No-4ecTn OT MHAYLMPaHUTE OT penepdy3us
UM Bb3HMKBALWW cneg penepdysus aputmun npu STEMI4 Xe-
MOZVHaMUYHa HECTAOUITHOCT, KapaunoreHeH wok, JIKU® <40%,
1 cymMaTa OT OTKJIOHEHUATa Ha ST-cermeHTa BbB BCUUYKU OTBEX-
AaHuA ca Hesaeucumu npepnktTopm 3a VA npu STEMI, Kakto 1
npu He-STEMI.99546 OceH ToBa 06pa3bT Ha paHHa penosnspr3a-
ums e CBbp3aH ¢ nosuwweH puck ot VA n BCC npn OKC.>¥

lpogpunakmuka Ha kKamepHUMe apummuu Npu UHPapKmM Ha Muo-
kapda c ST enesayusa

CnewHata penepdysns e Hal-BaxkHaTa Tepanus,?® >4 Tbin
KaTo oCTpaTa ncxemna npeamnsBrkBa aputMmmm. JleueHuneto c 6eta-
6/10KepPY CbLLO Ce NPenopbyBa 3a NpeaoTepaTsaBaHe Ha VA.>%4° B
CKOPOLLUHO PaHAOMM3MPAHO NPOoyYBaHe Ha nauyneHTy cbe STEMI,
PaHHUAT MHTPaBEHO3EH METOMPOJION NPean NnepkKyTaHHa Kopo-
HapHa UHTEePBeHLMA e HaManun YyectoTata Ha apUTMUNUTE B OCT-
paTa da3a 1 He e O6UN CBbP3aH C yBeNMYaBaHe Ha HeXenaHuTe
cbbuTna.>* MpodunakTuuHoTo NeveHne ¢ AADS He e I0Ka3aHo
[ e MosIe3Ho 1 opy MoXe Aa 6bae BpeaHo.322 KopurupaHeTo Ha
eNeKTPONUTHUA ANCOANAaHC e CUITHO MPENopPbUNTENHO.28

JledeHue Ha NpoOOBIKUMENHA KAMepHA MAaxukapous U KamepHO
MBXOeHe NPU 0CMvp KOPOHAPEH CUHOPOM

EnekTpnueckata Kapgnosepcusi unu gedrnbpunauns e uH-
TepBeHLMA Ha U360p 3a OCTPO NpekbcBaHe Ha VAs npu naymneH-
T ¢ OKC (Durypa 14).20533° Peynpgmeupallarta npoagbIKUTENTHA
VT, ocobeHo korato e nonumopdHa, nnn peungrsnpaiwoto VF
MOXe Aia MoKa3BaT HeMmb/Ha penepdy3na Unv peunans Ha oc-
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I

beta-6nokep i.v. npegy MKW, ako He e NpoTNBOMOKa3aH:
(Knac lla)

ab

[lombHUTeNHa peBackynapu3auys, ako e Heobxognumo®
(Knacl)

MonbnsaHe Ha K*, Mg+ 2
(Knac )

Beta-6nokep i.v.
(Knacl)

Cepauus (3a KompopT)©
(Knac )

Y YT

AMMOJAPOH i.v.
(Knac lla)

JIngokauH i.v.
(Knac Ilb)

[Obnboka cepaums/vHTy6ayna®
(Knac llb)

KaterbpHa abnaumad
(Knac lla)

MoracsBgalyo necnpaHe®
(Knac lla)

ABTOHOMHa Moaynauuac
(Knac llb)

MexaHnyHa upKynaTopHa nogkpenac
(Knac Ib)

. @ESc

®urypa 14: Anroputbm 3a NPodUNaKTVKa 1 NIeYeHre Ha KaMepHY apuTMUY Npu MHPAPKT Ha MMOKapAaa ¢ ST-enesauys.

KAT, KopoHapHa aHrrorpama; MKW, nepkytaHHa kopoHapHa nHTepseHLuus; STEMI, nHpapKT Ha Mrokapga c ST-eneBaums; VA, kamep-
HY apUTMnN

@ Hacokute Ha ESC oT 2017 I. 3a neyeHne Ha OCTbp MrOKapAeH MHGAPKT Npu NaLMEHTV C eneBaumsa Ha ST-cermeHTa.

b NuTpaBeHo3HNTe GeTa-6nokepu TpA6Ba Aa ce N36ArBaT NPY MNALMEHTW C XMMOTOHNSA, OCTPa CbpAeYHa HefoCTaTbuHOCT, AV
610K UM TeXKa bpaankapauns.

¢ Bnok-cxema 3a ynpasJieHvie Ha efleKTpuyecka byps.

d Ako cxoaHa KEC 3ageiicTBa nosTopHa nonrmopdHa VA..

Tpa ncxemus. B To3um cnyvaii e nokasaHa He3abaBHa KOPOHapHa :  ce mpenopbuBaT GeTa-6510kepu.>"*52 B gonbiHeHne, Abn6o-
aHrvorpadws.’ 3a peungusrpawa PVT, gereHepupawa sbs VF, ¢ KaTa cepaums Moxe fa 6bJe nonesHa 3a HaMmansaBaHe Ha enu-
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3oauTe Ha VT unu VF.>> VHTpaBeHO3HUAT aMmmnonapoH TpsAabsa
Ja ce B3eme NpeaBuA 3a OCTPO MOTHCKAHE Ha PeLmanBMpaLLy
XEMOAVHAMUYHO 3HauMMK VA, BbMPEKM Ye MMa Majiko KOHTPO-
NpaHn MPOYYBaHKA 3a aMMOJapPOH Mo Bpeme Ha STEMI®, a
[OKa3aTesICTBaTa B Tasv CUTyaLMs Ca OCHOBHO eKCTPanosimpaHm
oT npoyysaHms Ha OHCA.>>> Ako neyeHreTo ¢ 6eTta-6nokepu un
aMNOAAPOH He e epeKTNBHO, MOXKE fja Ce 0OMUCIV NINAOoKanH.322
Vi3nonssaHeto Ha apyrv AADs npu OKC He ce npenopbusa.>4>%6
Mpy XeMOANHAMUYHO HECTABUITHY MauMeHTM ¢ peppakTepHa VA
MOXe [a ce B3eme NpeABn MEXaHUYHO MOAMOMAraHe Ha Kpb-
BOO6paLLeHneTo.3305%7 33 VA B KOHTEKCTA Ha OTHOCMTENHA 6pa-
AVKapAvAa UM CBbP3aHa C naysa, neicmpaHeTo Moxe Aa 6bae
edeKTBEH METO/ 3a NPeJOTBPaTABAHE HA PELUAVBM.

lMpo2HOCMUYHO 3HaYeHUe Ha paHHUMe KamepHU apummuu

PaHHuTe VA ce peduHupat kato VT/VF, Bb3HUKBALLM B pam-
Kute Ha 48h cnep STEMI. B cbBpemeHHaTa epa Ha peBacKyna-
pu3auus, 6asMpaHa Ha NepKyTaHHa KOPOHapHa UHTepBeHLMsA
(MKW), noutn Bcuukmn VA ce noABABAT B pamKuTe Ha NMbpBuUTe
24h.558 PanHuTe VA ca CBbp3aHu C [O WECTKPATHO yBennde-
HMe Ha BbTpe-60HMYHATa CMBPTHOCT, LOKaTO AbIrOCpOYHaTa
MPOrHo3a m3rnexmaa He ce 3acara 3HaunmMo.’ #3560 B npocnek-
TMBHO KOXOPTHO NpoyuBaHe, nauneHTuTe ¢ VF no Bpeme Ha ocT-
paTa ¢asa Ha STEMI ca manu HUCKa 1 MHOTO CXOfHa YecToTa Ha
KbcHa BCC B cpaBHeHMe ¢ nauyuneHTute 6e3 VF npu 5-roguiiHo
HabnoaeHne.”° Tpabea aa ce ot6enexu, ye paHHaTa MOHOMOP-
¢Ha VT e buna cBbp3aHa CbC 3HAUMTENHO MO-BMCOKA YeCTOTa Ha
afileKBaTHM BKtouBaHmA Ha ICD B cpaBHeHMe ¢ paHHoTo VF n e
6una He3aBMCUM NPEeMKTOP 3a CMbPT NPU 4BATOCPOYHO NPO-
cnegasare.”®' MporHocTnyHata 3HaunmocT Ha VT n VF B ocTparta
¢daza Ha Ml moxe fa 6bae pa3nnyHa. BbagencteneTo Ha VA, Bb3-
HMKBalla KbCHO cnep penepoysua (>48 h) Bbpxy kbcHaTa BCC,
€ Mo-MaJiko ACHO.

Podolecki et al.>*® Hackopo Nokasaxa, Ye AbJrocpoyHara
obua cmbpTHOCT cnep STEMI ce npegckasea oT VA, Bb3HUKBa-
Wwa KbcHo cnep penepdysus (>48h cnep penepodysunsn), goka-
TO paHHUTe penepdy3noHHM VAS He NoBAMABaAT 5-roguLiHUA
pe3ynTaT. Heobxoanmm ca AOMBAHUTENIHN NPOYYBaHUA 3a U3-
ACHABaHe Ha Bb3aencTBmeTo Ha VA, Bb3HUKBaWa >48 h cnen
STEMI Bbpxy KbcHaTa BCC npu cbBpeMeHHU nauueHTun, Noa-
NoXeHu Ha ocTpa MKU.

Mpenopbku

Ta6nuuya 22: MpenopbKu 3a neyeHne Ha KAaMepHU apuT-
MM NpN OCTbP KOPOHapeH CUHAPOM W
Ba3ocnasbm

Mpenopbkn Knac® Huso®
JNeueHne Ha VAs npun OKC

MHTpaBeHO3HO neyeHune ¢ 6eTa-61oKep e NokasaHo
npuv naumneHTn ¢ peungmsrpawa PVT/VF no Bpeme | B
Ha STEMI, ocBeH ako He e npomBon0|<a3aHo.551'552

TpAb6Ba fa ce MMa npefBu MHTPAaBEHO3HO NeyeHne
C aMVOAAPOoH Npu NauuveHTn ¢ peuymansupalya PVT/ lla C
VF no Bpeme Ha ocTparta da3sa Ha OKC 552,554,555

WNHTpaBeHO3HMAT NMAOKaUH MOXe fa ce B3eme

npeaBuA 3a neyeHve Ha peuungmsupawm PVT/VF,

KOWTO He OTroBapAT Ha 6eTa-6nokepu uam amu- Ilb C
0[lapPOH, 1NN aKO aM1OLAPOHBT € MPOTHBOMOKa3aH

Mo Bpeme Ha ocTpaTa pasa Ha OKC.>*

MpodunakTnyHoto neyerve ¢ AAD (pasnnyHu ot B
6eTa-610KepuTe) He ce npenopbusa npu OKC.322

Mpodwxasa

lMpodwvxeHue
Basocnasbm

Mpu ouenenn ot BCA ¢ KopoHapeH apTepuaneH
cnasbm, TpabBa Aa ce B3eMe NpeaBus VMMIAHTU- Ila C
paHe Ha ICD.>627°64

AAD, aHTnaputMnyHo nekapctBo; OKC, ocTbp KOpPOHapeH CMHAPOM;
ICD, umnnaHTupyem Kapguoseptep aedubpunatop; PVT, nonnmopdHa
KamepHa Taxukapgusa; BCA, BHe3aneH cbpaeveH apect; STEMI, mnokap-
eH nHPapKT ¢ eneBauna Ha ST; VA, kamepHa aputmus; VF, kamepHo
MbXAEHe.

4 Knac Ha npenopbKuTe.

b Hueo Ha gokasatencTeeHoCT.

7.1.1.1.2. Bazocnazoem.

CnasmunTe Ha KOpPOHapHWUTE apTepun Guxa MOrauM ga urpasat
Ba)KHa posniA B natoreHesaTa Ha VA. JbarocpoyHaTa nporHosa
Ha MaLMeHTN C BapMaHTHa aHrvHa, Kouto ca npexunsenn CA, e
No-noLwa, OTKONKOTO NPU APYr NALUMEHTM C BapuaHTHa aHru-
Ha.>62°63 B e1HO CKOPOLUHO MHOTOLIEHTPOBO €BPONEeNcKo Npo-
yuBaHe,”®* naumeHTn ¢ XnBoTo3acTpawasawy VAs B pesynrtar
Ha KOpOHAapeH Ba3ocCnasbM Ca MManu BUCOK PUCK OT peuunauns,
0cobeHo KoraTo e 6rna npuiaraHa HeloCcTaTbyHa MeAnLHCKa
Tepanua. [JokaTto KanumnesuTe aHTaroHMcTn (KA) ca B cbcToAHme
[a NoTUCKaT enn3oauTe, 6eTa-6nokepute morat fa ctapTupar
VA. Tolh KaTo MeauuMHCKaTa WHTEPBEHUMA N MHOXeCTBOTO
Ba30AWIAaTaTOPHM NleKapCTBa MOXKe Ja He ca JOCTaTbyHO 3a-
LNTHK, BCE MaK TPsA6BA [a ce B3emMe NpeaBua noctassaHe Ha ICD
npu npexxusenu BCA ¢ BapraHTHa aHrnHa.

7.1.1.2.  PaHHa ¢paza cned muokapoeH UuHpapkm

Mbpeute cegmuum cneg STEMI HOCAT Hal-BMCOK PUCK KaKToO 3a
CMBPT MO BCAKaKBa NpPUYMHa, Taka 1 3a BCC, ocobeHo npwu na-
UMeHTM ¢ HamaneHa JIK®.6>>%6 Mopagu Tasn nprumHa ce npe-
nopbuBa paHHa oueHka Ha JIKUD, T.e. npeaun msnuceaHe.>®”>68
PaHHOTO pyTMHHO NpodrNakTUYHO UMNAaHTMpaHe Ha ICD npes
nbpsute 40 gHn cneg MW He e HamanuIO CMbPTHOCTTA NPY Na-
unentn cneg MU ¢ HamaneHa IKU® B gBe paHaOMM3UPaHK Npo-
yuanus (DINAMIT u IRIS),%6°°7° 1 cnegoBaTeniHoO He ce npenopby-
Ba. PaHHaTa oueHKa upe3 JOMbAHUTENHN HeUHBA3UBHY TECTOBE,
ocBeH n3MepBaHeTo Ha JIKU®, cblo He ce e okasana nonesHa
3a cTpaTudmMKaLmMa Ha pucka no oTHolleHne Ha BCC.>”" OrpaHu-
YeHM JaHHW MOofCKa3BaT, Ye CTpaTUdMKaumuATa Ha UHBA3UBHWA
puck upes PES B paHHaTa ¢asa cneg MU/ moxe fa 6bae nonesHa
3a ngeHTdULMpaHe Ha BYCOKOPMUCKOBU MaLMEHTN C HamaneHa
JIKN®.>7? Bbnpeku TOBa, NOME3HOCTTa Ha TO3U MNOAXOA He e no-
TBbpHEeHa Jocera B paHAOMU3MPaHK NpoyyBaHus. PaHgomusu-
paHoTo npoyusaHe PROTECT-ICD (NCT03588286) npoyuBa B MO-
MeHTa fanu PES MoXe fia HacouBa peLleHNeTo 3a MMMNaHTUpaHe
Ha ICD npwv nauyneHTy ¢ HamaneHa EF B paHHaTa ¢asa cneg STEMI.

O6paTHOTO pemogenupaHe cneg MU e cBbp3aHO CbC 3HaUM-
TEeJIHO NO-HUCKM YecToTn Ha cMbpT, BCA n gpyru Hebnaronpu-
ATHN KNAMHWUYHK pe3ynTaTtn.>’>574 CnegoBaTtesiHo oueHKaTa Ha
nokasaHneTo 3a npodunakTMyHa nMnnaHTauma Ha ICD, 06rKHo-
BEHO M3BBbPLUBAHA Ype3 NMOBTOPHa exokapamorpadus, Tpabaa
[a ce U3BbpLWM BbB Pasa Ha cnep-pe-mopenvpaHe Ha MU cnep
nbpBUTe 6 ceamuuy npu nauneHTn ¢ JIKU® npean nsnnceaHe
<40%. MoBTOpHaTa oueHKa Ha JIKU® npeawn 6 cegmmum cneg MU
MOXe [ia He HanmpaBW pasfivka Mexay 3allemeTABaHe Ha MMO-
Kappa u pemopenvpaHe.

B paHHaTa dasa cneg MU enektpuuecka 6ypa n/unm nos-
TapAwwm ce ennsoan Ha PVT nnu VF ca HenocpeacTBEHO KNBO-
TO3acTpallaBaliy CbCTOAHUA. B Te3m ycnoBuA e BaXHO fa ce
M3KIIOUN NCXeMUATA KaTo OTKNoUBaLl, dakTop 3a aputmuute.
AKO MeAULIMHCKOTO JIeYeHne He e JOCTaTbYyHO 3a NOTUCKaHe Ha
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MmnnaHTtauma Ha ICD MmnnaHTtauma Ha ICD
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®urypa 15: AnroputbMm 3a CTpaTUdUKaLMA Ha PrCKa U MbPBMYHA MPEBEHLMA Ha BHE3amnHa CbpAeYHa CMbPT NPU NMaLUeHTU C
XPOHMYHa KOPOHapHa apTepurasnHa 6onect n HamaneHa ppakLmUa Ha N3TIacKBaHe.

KAB, kopoHapHa apTtepuanHa 6onect; ICD, umnnaHTrpyem Kapgvoeptep fedubpunatop; ILR, iMAnaHTMpyemo 3anmcBaLlo ycTpoii-

cTB0; JIKU®, neBokamepHa n3tnacksaila ¢pakums; MW, mmokapaeH nHdapkt; NSVT, HenpogbmkuTenHa kamepHa Taxmkapaus; NYHA,

Hiolopkcka cbppaeyHa acoumaums; PES, nporpammpaHa enektpryecka ctumynauus; SMVT, npogbimkutenHa MOHOMOPdHa KaMepHa Ta-

XvKapaus.

2 MNpenopbku Ha ESC 2018 1. 3a AXArHOCTKa 1 leYeHre Ha CUHKor.!

enm3oauTe Ha apuTMMA, KaTeTbpHaTa abnaumsa e noTeHunanHo :  [lpodenxerue
edeKTUBHa, 0CO6EHO aKo enn3oANTe ca GOKaNHO NPeAN3BUKA- | flewenme na VAs
HY OT Noao6Hu KA.332575 Ako PVT peunavsupa BbNpeknu nede- -
HUeTO ¢ 6eTa-6110Kep 1 aMVOAAPOH, Ma CbOBLIEHNS 3a NOTUC-
KaHe ypes Tepanus ¢ XMHUAuH,3?3

Tpabsa fa ce B3emMe npefBuj KaTeTbpHa abnayua
npy NauyMeHTn ¢ NOBTOPHW enu3oan Ha PVT/VF,

npepunssnkaHn ot cxoaHn KEC, HenoenmABawm ce Ila C
. OT MefMKaMeHTO3HO JleyeHre Uy KopoHapHa pe-
Mpenopbku : BacKynapusauusa B nogoctpara ¢pasa Ha M.332
Ta6bnuua 23: MpenopbKn 3a c'rpa1'v|¢|/||(a|.|m| Ha puckaun ICD, mnnaHTpyem KapanosepTep aednbpunatop; IKUD, nesokamep-
NeyveHne Ha KaMepHN apuTMUM paHo cnej : Ha um3TnackBawa épakuma; MU, mnokapaeH nHpapkt; KEC, kamepHu

ekcTpacuctonu; PVT, nonnmopdHa kamepHa Taxvkapaus; VA, KamepHa
aputmua; VF, KamepHO MbXKaeHe.

@ Knac Ha npernopbKuTe.

b Hugo Ha nokasatencreeHocT.

MuoKapaeH uHpapKr

Mpenopbku Knac? Hugo®

CTpaTuduKauma Ha pucka

MpenopbuBa ce paHHa (Npeaun N3NMcBaHe) oLeHKa
Ha JIKN® npu BCMYKM NaLMEHTH C OCTbP M.367:568

Mpwn nauynentn c JIKU® npean nsnucsane <40%,
ce npenopbyBa MOBTOPHA oLeHKa Ha JIKUD 6-12
ceammum cnep MU, 3a fa ce ouleHn NoTeHLManHaTta
HeobXOAMMOCT OT MMMNNaHTUpaHe Ha ICD 3a nbp-
BUYHa npodunakTuka,’68>73574

7.1.1.3.  XpoHu4Ha KopoHapHa apmepuasHa 6osecm

7.1.1.3.1. [MepsuyHa npeseHyuUs Ha BHE3ANHAMA CbPOEYHA CMBPM
npu nayueHmMu ¢ HaMasaeHd u3maackeauwa paKyus.

: Yetupupecet gHu cnep STEMI, npnbnusntenHo 5% OT nauueH-

c ¢ Tute we umat JIKU® <35%.576 Tesn naymeHTU ca U3NOXeHU Ha

: puck ot BCC. CnepoBaTtenHo, npu nauneHtn ¢ JIKN® <35% un

CMMMTOMM Ha cbpAeyHa HegocTaTbyHOCT NYHA knac Il m llI, ce

Mpodwvnxasa
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npenopbyBa MbPBUYHO NMPEBAHTUBHO UMMIAHTMPaHe Ha ICD.3%¢
MmnnaHtupaHeto Ha ICD TpabBa aa ce uma npeasua u npy 6es-
CUMNTOMHM NauneHTy ¢ EF <30%.3°* B Ta3u nonynayus, Hamans-
BaHe Ha cMbpTHOCTTa oT ICD e fokasaHo B ueTupwn RCTs 3937356
Mpwv naumenTn ¢ KAB, HamaneHa JIKNO (£40%) n 6e3cMmnTomHa
NSVT, nHayumpyemoctTta upe3 PES naeHTuduumpa naymeHTy,
KouTo nmar nonsa ot ICD, He3aBMcKMoO oT Knaca no NYHA 3%

Cnep ny6nvKyBaHeTO Ha ropecrnoMeHaTvTe MNpoy4BaHUA
CTpaTerynTe 3a paHHa pe-BacKkynapuisauvs U CbBPEMEHHUTE
NeKapcTBa 3a CbpAeyHa HeJOCTaTbYHOCT Ca HaManuax oo
puck ot BCC npu naumeHTn cbC CbpAeyHa HeaoCTaTbyHOCT.>’”
Bbnpeku ye obuata CMbPTHOCT € HamasneHa, OTHOCUTENHOTO
HamaneHue ot ICD e c nocToAaHHUTe 27%, KOETO e NOTBbPAEHO
B ABE CKOPOLUHW TrofiemMyi MPOCMEKTVBHU PErUCTBbPHM MPOoyY-
BaHWA, BKJOYBaLLM 2327 eBpONEnCcKnN nauneHTn mexay 2014 un
2018 r. (EU-CERT-ICD)3%” 1 2610 wBefckn nauneHTn, BKIIOYEHN
mexay 2000 1 2016 . (SwedeHF peructbp).3>8

Mpenopbkn

Ta6nuua 24: MNMpenopbKu 3a cTpaTudrKaLumsa Ha puUcKa,
npeBeHLNA Ha BHe3anHa CbpAevyHa CMbpT
1 leyeHNe Ha KaMepHU apUTMUN NPUN Xpo-
HUYHa KOPOHapHa apTepuanHa 6onecr

Mpenopbku Knac®  HuBoP
Crpatudukayma Ha pucka n NbpBUYHa NpeBeHUMA Ha BCC

Mpu naymeHTN cbC CMHKON 1 NpexmBaH STEMI, PES
€ rnokKasaHa, KoraTo CMHKOMbT OCTaBa HeObACHUM C

cnef HenHBa3sMBHa oLjeHka, 4684

ICD TepanusTa TpsabBa fa ce B3eme npeasui npu

nayveHtn ¢ KAb, NYHA knac | n JIKU® <30% Bb- lla B
npeku =3 meceua oMT.3%*

Mpw naumeHTnTe C KAB, cimntomaTiiuHa cbpreyHa He-
poctatbyHocT (NYHA knac lI-111) n IKU® <35% Bbnpeku
>3 meceLia OMT, ce npenopbysa Tepanus ¢ ICD.3>43%6

MmnnantupaHeto Ha ICD Tpsabea fa ce B3eme
npensua npu naymeHTn ¢ KAB, IKU® <40% Bbnpe-
Kn 23 meceua OMT, n NSVT, ako ca nHayumnpyemm
3a SMVT upes PES.3>®

BropuuHa npodpunakTuka Ha BCC n neueHne Ha VA

MMpw naumeHT ¢ KAB He ce npenopbuBa npodunakTMiHoO
neyeHme c AADs, paznnyHm ot 6eTa—6n0Kepy|,556,578,579

MmnnaHTrpaHe Ha ICD ce npenopbyBa Npu nayum-
eHTV 6e3 NpoAb/KaBalla NCXeMUA C JOKYMEHTU-
paHo VF unn xemognHaMmnyHo HenoHocuma VT, Ha-
cTbnBala cnep noseye ot 48 vaca cnep, M 349-351

Mpun nauveHtTn ¢ KAB n peuunansmpawy, cumn-
ToMHU SMVT mnu ICD wokoBe 3a SMVT, Bbnpeku
XPOHMYHATa Tepanua ¢ aM1MOAAPOH, KaTeTbpHaTa
abnaunAa ce mpenopbyBa 3a NpeanoYnTaHe npeg
ecKasimpaHe Ha TepanuaTa C AAD.471

[lobaBAHeTO Ha MepopasieH amvofapoH WM 3a-
MecTBaHe Ha 6eTa-6nokep cbc coTanon Tpsbea aa
ce B3eme npepasua npu nauneHtn ¢ KAb ¢ peun- lla C
avBupawmy, cumntomHn SMVT nnm ICD wokoBe 3a
SMVT, noKaTo ca Ha nieyeHue ¢ 66Ta-6ﬂ0Kep.318’581

Mpwn naumeHTn ¢ KAB n xemoanHammuHo pobpe
noHocuma SMVT un JIKU® =240%, kaTeTbpHaTa
abnauma B ONUTHY LeHTpOBe TpAbGBa Aa ce pas-
rnexpa Kato antepHatuBa Ha ICD TepanwuAaTa,
npu ycnosue ye ca JOCTUrHATU Heobxoaumute
KpaitHu Touku. 480,580

Ila C

Mpodwxasa

lMpodwvxeHue

MmnnantupaHeTto Ha ICD Tpabea ga ce B3eme
npeaBua Npu NayMeHTn ¢ XeMOANHAMUYHO Mo-
HocuMa SMVT un NNIKU® >40%, ako abnauuaTta Ha
VT e HeycnellHa, HeJOCTbMNHA UK He e XefaHa.

lla C

KaTeTbpHa abnauyma TpAabBa fa ce uma npeaBua
npu nauneHtn ¢ KAb n peunausmpawym, cumn-
ToMHU SMVT unn ICD wokose 3a SMVT, Bbnpeku
neyeHmeTo ¢ 6eta-6nokepu UM COTanon.

lla C

Mpwn naynenTn c KAB, nogxoaawm 3a uMnnaHTun-
paHe Ha ICD, moXxe pa ce o6MMCIM KaTeTbpHa
abnauyma ToyHo npean (UM HenocpencTBEHO
cnepn) nmnnaHTupaHe Ha ICD, 3a ga ce Hamanu

nocnepBawoTo HatoBapBaHe ¢ VT un ICD woko-
e 484,485,582,583

b C

AAD, aHTrapuTMunyHo nekapctso; KAB, kopoHapHa apTepuanHa 60-
nect; ICD, umnnaHTupyem Kapguoseptep aedpubpunatop; JIKND, ne-
BOKamepHa n3tnackeawa épakuusa; MU, mrokapaeH nHdapkt; NSVT,
HenpoabKUTeNHa KamepHa Taxukapama; NYHA, Hioiopkcka cbpaeu-
Ha acouymaums; OMT, onTumanHa meanumHcka Tepanus; PES, nporpa-
MUpaHa enekTpuyecka ctumynauusa; BCC, BHe3anHa cbpAeyHa CMbpT;
SMVT, npoabixnuTenHa MoHOMopdHa KamepHa Taxukapams; STEMI, mu-
oKapgeH UHdapkT ¢ ST eneBauus; VA, kamepHa aputmus; VF, KamepHo
MbxaeHe; VT, KamepHa Taxnkapausa.

@ Knac Ha npenopbKuTe.

b Hugo Ha pokasatencTeeHocT.

7.1.1.3.2. [MepsudHa npoguaakmuka HAa eHe3anHAmMa cupoeyHda
CMBPM NpU NAyueHMu CvC 3andaseHad usiu Jieko Hamarse-
Ha hpakyua Ha usmackeaHe.
HAama paHHW, noakpenAwmy NbpPBUYHO NPOPUNAKTUYHO UM-
nnaHTupaHe Ha ICD npu nauneHTn cnep MHPapKT CbC 3ana-
3eHa nnun neko HamaneHa JIKM®. Te3n naumeHTn ca xeTepo-
reHHV MO OTHOLLEHMEe Ha TeXHWA MoTeHUuaNeH apuTMuyeH
cybcTpat v ce nmonarat ycunua 3a naeHTuduuMpaHe Ha Tesu
C Ham-Bucok puck ot BCC. PES ce npenopbuBa npu nauneHTn
cnep MHGapKT, NPU KOMTO CMHKOMBT OCTaBa HEOGACHUM cref
HeVHBa3MBHa OLleHKa, 3@ HacOYBaHe Ha NeyeHneTo Ha nauu-
eHTa (Queypa 15).146
B npoyuBaHeto PRESERVE-EF, 41 ot 575 nmaumneHTtn cnep
nHpapkT c JIKU® =40% un eanH HeuHBasmeeH EKI puckos
dakTop noseue oT 40 aHM cnep MU e 610 Bb3MOXKHO WH-
AyuupaHe Ha VT/VF no Bpeme Ha PES v ca nonyuunu ICD.™!
Mo Bpeme 32-meceyHnA NepUOA Ha NpocneaaBaHe He e Ha-
ctbnuna BCC n 9 o1 37 naumenTtn ¢ ICD ca nonyuynnun motu-
BupaHa tepanua c ICD. Bbnpekun ToBa, ponAaTa Ha MOTUBMUPA-
HoTo ICD neyeHne kato 3amectuten Ha BCC npu nauneHTn
cbc 3ana3eHa JIKN® e HensBecTHa 1 ca HeOOXOAMMHU paH-
AomusnpaHu npoyusanua. NpodunaktnyHo neveHune c AAD,
pa3nuuHm ot 6eTa-610Kepu, He € NoKa3aHo, He3aBNCKMMO OT
ﬂK|/|(D.556'578'579

7.1.1.3.3. BmopuyHa npopunakmuka Ha eHe3anHama cepoeyHa
cMBpm

TpuTe 0CHOBHM NpoyyBaHuMA Ha ICD 3a BTOpuYHa NpeBeHUmA
BKOYBAT 1866 naumeHTy mexay 1990 n 1997 r.349-351 Mera-
aHanM3 Ha NauneHTCKO HUBO AeMOHCTpupa 28% HamaneHmne
Ha cmbpTHOCcTTa (HR 0,72;95% Cl 0,60-0,87; P=0,0006), nou-
TV U3L4AN0 NOpaan HamanaBaHe Ha apuTMMUYHaTa cmbpT (HR
0,50; 95% CI 0,37-0,67; P<0,0001) B rpynata Ha ICD.3>2 ToBa
O3HayaBa yAbJi)KaBaHe Ha npexusaemocTTa ¢ 4,4 meceua
npw cpefHo npocnepasaHe ot 6 roauHn ¢ ICD. Okono 80%
OT n3cnepBaHata nonynauua e ctpagana ot KAB. MauneHTtn
c pobpe noHocmma SMVT ca U3K/OUYEHM OT U3NUTBaAHUSA 3a
BTOpMYHa npeBeHuus (Queypa 16).
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SMVT npu naymeHT ¢ xpoHuyHa KAB

¢

MbpBO NpeacTaBsaHe
>40% ~{ JIKND |+ <40%

XemopguHaMnyHo @
TOonepupaH

SMVT npu Hocutenu Ha ICD?

¢

Enektpuuecka 6yps

Otupete Ha 6n10k-cxema

)

CumnTomatnyHa SMVT

1
Ha

KaTteTbpHa abnauna VmnnaxTupane Ha ICD
(Knac lla) (Knac )

WmnnanTupaHe Ha ICDb KaTteTbpHa abnauus
(Knac Ila) (Knac Ilb)

AMMo;:|ap0Hb

(Knac lla)

enekmpuyecka 6ypsa Ha amviopnapoH
(Quaypa 11) r T
a

T
KateTbpHa abnayus KateTbpHa abnauus
(Knac ) (Knac Ila)

Cotanon
(Knac lla)

AmnofapoH
(Knac lla)

@Esc

Qurypa 16: Anroputbm 3a fleYeHne Ha NPOLbIKUTENHA MOHOMOPdHA KaMepHa Taxmkapausa Npu NauueHT ¢ XPOHMUYHA KO-

poHapHa apTepuanHa 6onecr.

KAB, kopoHapHa apTepuanHa 6onecT; ICD, imnnaHTupyem KapavosepTep aedprbpunatop; JIKU®, neBokamepHa r3Tnacksalla ppakums;

SMVT, npogbmxutenHa MoHOMopdHa KamepHa TaxunKapaua.

a aHEI'IPEK'bCHaTa KaMepHa TaXxnkapanAa B MOHUTOPHATa 30Ha: obcbheTe KaTeTbpPHa abnauua.
b Ako KaTe€TbPHa a6nau,|/|ﬂ He € OCTbIHa, He € YCMNELUIHa WK He € »KeJlaHa OT NnauueHTa.

¢ 3a HamansiBaHe Ha ICD wokoBeTe.

7.1.1.3.4. JleueHue Ha nayueHmMu ¢ xeMOOUHAMUYHO NOHOCUMA
KamepHa maxukapous U 3and3eHa usiu J1IeKo HamasnaeHa
(hpakyus Ha usmackgaHe.
C no-pobpoTto pasbupaHe Ha MexaHusmute Ha VT cneg MW,
KaKTo 1 ¢ nogobpeHnTe TexHonorny 3a abnaums u n3obpass-
BaHe, KaTeTbpHaTa abnauus ce NpeBbpHa B ONUKMA 3a JleuyeHne
Ha xemoanHaMu4yHo fobpe noHocuma VT npu n3bpaHu nayu-
eHTn cneg MU cbe 3anaseHa unu neko HamaneHa EF, gopu 6e3
oxpaHagaw, ICD. EAHO Manko eHOLIEHTPOBO PEeTPOCMEKTUBHO
npoyusaHe n3cnefsa nauveHtn ¢ KAB, JIKU® >40% un xemo-
OVHaMUYHO noHocuma VT, KOMTO ca MpeTbpnenn KaTeTbpHa
abnauua KaTo Tepanus ot mbpsa NUHUA.*® Uscneposatenure ca
Mornum aa npemaxHat 90% o1 KnuHnYHUTE 1 58% OT BCUYKU UH-
ayumpyemu VT. Bnocneactsue 42% OT naymMeHTUTe ca noayumnm
ICD. Cnep nepuriof Ha cpefiHO npocneanaBaHe 3,8 roanHu, 42% ot
nauneHTUTe ca NoYMHaNM, He3aBUCUMO OT HAMUYNETO U OT-
cbeTBueTo Ha ICD (P=0,47).
Mo-ronAMo MHOrOLEHTPOBO PETPOCMNEKTNBHO MPOyYBaHe
e pasrnepano 166 nauyuneHtn ¢ JIKU® >30%, npeacTtaBawm ce ¢
nob6pe noHocmma SMVT, KOMTO ca NeKyBaHM CaMo C KaTeTbpHa
abnauus, 1 e CpaBHWIO pe3ynTaTta C KOHTPOJHa rpyna ot 378
nauyneHTy ¢ umnnaHtupanu ICD.*8 OT 166-Te nauneHTH, noa-
NOXEHW Ha abnaumsa KaTo Nbpea Tepanus, 55% ca cTpaganu ot
KAB. CpepgHata JIKN® e 6una 50%, n cnep cpegHo npocnens-

BaHe 32 meceua obLlaTa CMbPTHOCT He Ce pa3finyaBa Mexay
rpynute (12%).

Te3n paHHU nofckasgaT, ye TpAbGBa Aa ce B3eme npeasuf
Unu umnnanvTupaHe Ha ICD, unu abnaumsa B ONWTHW LEHTPOBE
npv NayMeHT! CbC 3anaseHa unn neko HamaneHa EF, npeacTasa-
LM Ce C XeMOAMHAMMNYHO NoHocrMa SMVT. Tpsiba fa ce oTbene-
XK, Ye Bbrpeky Yye ICD 06MKHOBEHO Ce MMAAHTVPaT B Ta3u Mno-
nynaums, NpoyysaHuATa 3a BTopuyHa ICD npeBeHUUA He ycnaxa
[la MoKarkaT Monsa 3a npexmnBsaemocTTa npu naymeHTtn ¢ JIKUO
>35%.3°2 Bbnipekm ue SMVT psAaKo ce NpuUrHABa OT UCXEMUS, A
peBacKynapusauuaTa cama no cebe cv He NpeAanassa OT peLu-
AvB Ha VT, npean KateTbpHa abnauns e pasyMHo V3KJloUYBaHe
UNu neyeHmne Ha curHndukaHTHa KAB.

7.1.1.3.5. JleyeHue Ha peyuousupawa KamepHa maxukapous npu
Hocumenu Ha umnaaHmupyem Kapouosepmep Oegu-
6punamop.
Yectata cumntomHa VT npu peumnmeHtn Ha ICD Tpabea pa
ce nekyBa MefMKaMeHTO3HO WU C aMUOJAPOH, NN CbC coTa-
non.3"®8! Mpu naumentn c KAB, npu konto SMVT peumnansmpa
Mo BpeMe Ha fleyeHrie C aM1oAapoH, Ce MpernopbyBa KaTeTbpHa
abnauma BMecTo eckanauma Ha TepanuaTta ¢ AAD. B npoyuBaHe-
10 VANISH cbcTaBHaTa KpaiiHa Touka cmbpT, VT 6ypa u motusu-
paHa ICD Tepanus ce focTura 3HaunTeIHO No-pPAAKO B rpynaTta
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cabnauua B CpaBHEHMe C rpynaTa Ha yBennyeHa Tepanmsa ¢ amu-
OfapOH Npu cpefieH CPOK Ha npocneanasaHe ot 28 meceua (59%
cnpAmo 68,5%; HR 0,72; 95% Cl 0,53-0,98; P=0,04).*"' NMpoabn-
*aBawoto um3cnegsaHe VANISH2 (ClinicalTrials.gov Identifier:
NCT02830360) pasrnexaa Bbnpoca Aanu kateTbpHaTa abnauua
KaTo NleyeHme oT MbpBa NMMHUA NpeBb3xoKaa TepanuAta ¢ AAD
npu nauneHTn ¢ npexkapad MU n SMVT.

MpeBaHTMBHaTa abnauma Ha VT cnep nbpBa AOKYMEHTMpPaHa
SMVT, nocnegBaHa oT umnnaHTnpaHe Ha ICD, He HamanABa HATO
CMBPTHOCTTA, HUTO XOCNUTaNM3auunTe 3a apuTMUA AN BOLLA-
BalLa ce CbpAeYHa HeAOCTaTbYHOCT B CPaBHEHME CbC CTpaTeru-
ATa 3a OTNIoXKeHa abnaums ensa cnep Tpetus ICD wok.>82 Bbnpe-
K1 TOBa, NPV MaLMEHTH, KOUTO Ce NPeACTaBAT C MbPBU eNu3of,
Ha VT v npu konTo e nokasaHo ICD, kaTeTbpHaTa abnauusa, ns-
BbpLUEHa HENOCPeACTBEHO NPeAN WAN ManKo cfief MMMNNaHTu-
paHeTo Ha ICD, MmoXe fia ce B3eMe nNpeABuA 3a HaManABaHe Ha
nocnepsawute VT 1 ICD wokose. 484485583

7.1.1.4.  KopoHapHu aHomanuu

AHOManHVAT aopPTEH NPOM3XOA Ha KOPOHapHa apTepus, NiABa
U AACHA, U3X0XAalla OT MPOTMBOMNOJIOXKHNA CUHYC Ha Bancan-
Ba, € CBbp3aH C nosuweH puck ot BCC, ocobeHo npu NHAMBU-
an <35 roguHN No Bpeme Ha WK cfiefl MHTEH3NBHO ¢ur3nyecko
HaToBapBaHe.’> AHOMaNHMAT a0PTEH NPOU3XOA Ha fABaTa Ko-
pOHapHa apTepus e No-pAAbK, HO NO-3/10KaYeCcTBEH OT aHOMan-
HMA aOpTEeH NPOKV3XOA Ha AACHATa KOpoHapHa apTepud. Jpyru

Mpenopbku

Ta6bnuua 25: [lMpenopbKu 3a npegnasBaHe OT BHe3arn-
Ha cbpAeYHa CMbPT NpPU NaLMEHTH C KO-
POHapHM aHOManuu

Mpenopbkn Knac®  HugoP

AnarHocTnyHa oueHka

MpenopbuBa ce 06pa3eH CbpfeUeH CTpec-TecT no
Bpeme Ha ¢pM31YeCKo HaTOBapBaHe B OMbIHeHNe
KbM TecTa 3a KapAuomyJMOHasHO HaTOBapBaHe
npy MaLMeHTU C aHOMaseH aopTeH MPOU3XOA Ha
KOpOHapHa apTepusi C WHTepapTepuaneH Xon
3a MOTBbPXKAaBaHe/V3K/OYBaHE Ha MVOKapAHa
ncxemns, 8’

Cnep onepauus ce npenopbyBa n3obpaszsaBaHe Ha
CbpAeYHMA CTPeC No Bpeme Ha GpU3MYecKo HaTo-
BapBaHe B AOMbJIHEHME KbM TECTa 3a KapAvony-
MOHaJIHO HaToBapBaHe MNpu NaLneHTN C aHomaneH
AQOPTEH NPOU3XOA Ha KOPOHAPHa apTepus C aHaM-
He3a 3a npekbcHaT CA.

JNleueHne

Xupyprus ce npenopbyBa Npw NaLMeHTn ¢ aHOMa-
NleH aopTeH NPOon3Xo/ Ha KOPOHapHa apTepus CbC
CA, cvHKOM, 3a KOMTO Ce NMOA031pPa, Ye e CBbp3aH C

VA, nnu aHrviHa, KoraTo ca MU3KJ4eHn Apyrn npu-
‘4|/|H|/|.585’586’588

XupypruaTa TpabBa fia ce B3eMe npefsug npu 6e3-
CMMNTOMHU NaLMEHTU C aHOMaseH aOPTEH NPOu3-
XO[, Ha KOPOHAPHa apTepus 1 faHHU 3@ MUOKapA-
Ha MCXeMWA UM aHOManeH aopTeH NMPoM3Xof Ha

fsiBaTa KOPOHAapHa apTepus C BUCOKOPMCKOBA
aHaToMuA,©585:586,588

Ila C

CA, cbpaeueH apecT; VA, KamepHa apuTMus.

@ Knac Ha npenopbKuTe.

b Hugo Ha [lOKa3aTeNCTBEHOCT.

€ BucokopuckoBata aHaTomMusi ce aedrHMpa KaTo MHTepapTepuaneH
XOf, LilenKkoBUAeH OTBOP, BUCOK OTBOP, N3/N3aHe NOA OCTbP brb/l U UH-
TpamypaneH Xofi 1 HeroBaTa Ab/K1Ha.

puckoBu dakTopn 3a BCC ca uHTepapTepuaneH xof mexmy
aopTaTa u 6enoapobHaTa apTepuis, LENKOBUAEH OTBOP, BUCOK
OTBOP, U3/IM3aHe MO OCTbP bIbJI Y UHTPAMypPasieH Xof U Hero-
BaTa Ab/KMHA.*85°8 MokasaHuATa 33 XMPYpruuHa MHTEpPBEH-
LA, 0CO6eHO Npy 6e3CMMATOMHN NaLMeHTH, ce 0OCHOBaBaT Ha
OLleHKa Ha BMcoKopuckoBaTa aHatommA ype3 CTA v oleHKaTa Ha
MHAyUMpaHaTa oT GU3NYECKO HAaTOBapBaHe MCXeMUSA, N3MON3-
BalKM YCbBbPLIEHCTBAHN 06pasHn meToan.”80-588 ma nokasa-
HWA 11 332 06pa3eH CbpieUeH CTPEC-TECT 3a OLieHKa Ha Npen3Bu-
KaHaTa OT GpU3NYECKO HATOBapBaHE NCXeMUA ClIefl XMPYpPriuHa
MHTEPBEHLMA, 0CO6EHO NPU NauyeHTn ¢ npekbcHaT CA.>88

7.1.2. UpnonaTn4yHm KamepHu eKcTpacucronn/
KaMepHa Taxukapama u uHagyunpaHa ot
KaMepHU eKCTpacucTonm Kapamommonarus

7.1.2.1.  Mlduonamuy4Hu kamepHu ekcmpacucmosu/kamepHa ma-
XuKkapous

KEC/VT npwv naumeHTn 6e3 SHD ce onpefenaT Kato uanonaTnyHm
(Queypa 17). NMpu naumneHTH c npeanonaraemu nanonatnuyuHyn KEC/
VT Ha 6a3aTa Ha HeraTMBHA aHaMHe3a 1 HopManeH ¢u3anKaneH
nperneg, 12-kaHanHata EKI n TpaHcTOpakanHaTa exokapauorpa-
du1A ca BaXXHU MbPBY JMArHOCTUYHU CTHMKM 3a U3K/OYBAHE Ha
nognexawa SHD. O6rKHOBeHO ce 13BbpLLBa 24-4acoBo XonTtep
MOHUTOpUpaHe Ha EKI, 3a ga ce onpegenn obpemeHsaBaHeTO C
KEC. Myntudpopmennte KEC npu npogbmxutenHo EKI moHuTo-
pupaHe n prHuTe NpomeHm B EKT nnn exokapaunorpaduata Tpab-
Ba Aa 6baat pasnosHarti.”®® CMR TpsabBa fa ce N3BbpLUBA, KOraTo
EKI 1 exo-kapauorpaduaTta He n3kntousat kateropnyHo SHD nnn
KIIMHUYHOTO Npe/cTaBAHe NoBAWra CbMHeHue 3a SHD.390>%1

MauneHTunTe TPAGBa Aa 6bAAT nekyBaHu, korato KEC/VT ca
CUMMTOMHU UM CBbP3aHM C BOWaBaHe Ha CbpAeyHaTa GyHK-
umA. KNMHMYHOTO NPOTUYAHE M OTFOBOPUTE Ha Pa3fIMyHK Nleye-
HWA Ca NPOYYeHN Ha-Beye Npu Tesun, npomsxoxgawm ot RVOT
unu nesute Gpacuukynm.

Hakonko nekapcTtsa ca 13Mon3BaHy 3a fleyeHrie Ha nanona-
TmuHKn KEC/VT. [penopbKuTe ce 0OCHOBaBAT Ha Masikn UM HEKOH-
TponupaHu cepun. beta-6nokepute n KA ca Hain-npoyuysaHuTe
NeKkapcTBa 1 e JokasaHo, ve 1 ABeTe ca epeKTVBHU 3a MOTUCKaHe
Ha aputMuA.3%* lokasaTtencreata 3a driekavHug ca oCKbaHW.>?
B cnyuanm Ha no-ronamo HatoBapsaHe ¢ KEC npu no-sucoka
CbpAeyHa YecToTa UK MO BPeMe Ha TPEHUPOBKa, TpAOBa fa ce
npeanouuntar 6eta-6nokepun.””> AKO HAMa TakaBa 3aBUCMMOCT,
ynotpe6ata Ha ¢nexkanHug nnm KA ce cBbp3Ba € no-epeKkTrBHa
cynpecua Ha KEC. beTa-6nokepute cbliyo Tpsabsa Aa 6baat ms-
6paHu, Korato ce nofosmpa ¢okanHa TpurepHa akTMBHOCT. KA
TpA6Ba Aa 6bAe NeKapcTBOTO Ha 1360p 3a dpacumkynapHu KEC/
VT. Bbnpeku ye nunceat gaHHK, 6eTa-6nokepurte unm KA ce cum-
TaT 3a MbpBY n36op npu KEC ¢ nponsxop n3sbH RVOT unu nesnte
dacymKynu, Tbih KaTo GreKanHULBLT MOXe Aa Ma MPoapUTMUYHN
CTpaHNYHM edeKT. AMUOJAPOHDBT € CBbP3aH C TEXKa CMCTEMHA
TOKCMYHOCT 1 TpAbGBa Aa ce 1M3nos3Ba caMo ako abnaumsaTa unm
APYrv NekapcTBa ca HeyCneLHy Unu He morat fa 6baat nsnons-
BaHW.>** O6o6LIeHNe Ha npenopbkute 3a nedveHne ¢ AADs Ha
navonatnyum KEC/VT n KapanomuonaTtuna, MHAyLMpaHa uam Bio-
weHa ot KEC, e npepgocTaBeHo B Tabauya 9.

CvobLiaBa ce 3a BUCOKa yCNeBaeMoCT Ha KaTeTbpHaTa abna-
uma Ha nauonatnuHn KEC/VT ¢ peakun ycnoxHeHusa, ocobeHo
npu RVOT u dacuvkynapHute Bugose.”>* B paHLOMU3MPAHO
npoyusaHe, BKntouBawo naumeHtn ¢ RVOT KEC, abnauyuata e
npeBb3xoxpaana tepanuata ¢ AAD 3a noTMCKaHe Ha apuTMuKA
6e3 pasnuKkn B yCIoXHeHnATa.”> CnefoBaTesiHo abnaymsTa ce
npenopbyBa KaTo Tepanua oT Nbpea MnHUA 3a RVOT un dacuum-
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®urypa 17: Anroputbm 3a IeYeHME Ha NALMEHTY C MAVOMATUYHN KaMEPHU eKCTPACUCTONM/KaMepHa TaXUKapAnsa 1 Heove-

BUIHO CTPYKTYPHO CbpAEYHO 3abonsBaHe.

KA, kanuvesu aHTaroHuctu; CMR, cbpheyeH MarHuteH pesoHaHc; EKI, enektpokapanorpama; JIKU®, neBokamepHa nsTtnackea-
wa ¢pakuyms; KEC, kamepHu ekctpacuctonu; RVOT, n3xoadly TpakT Ha AAcHaTa Kamepa; SHD, cTpyKTypHO cbpaeyHo 3abonsABa-

He; VT, KamepHa Taxvkapgus.

@ HeoueBumpaHaTa SHD ce onpepena oT iMncaTa Ha 3HaUUTESTHN aHOManuu npv dusnkanHua nperneq, nsxogHarta EKI n exokap-

Anorpamarta.

b HetunuuHo npencrtaBAHe: Hanp. No-HanpeHasa Bb3pacT, MOp¢OJ‘|OFI/IF| Ha fgeceH 6eApeH 610K, npoab/IXnUTeNIHA MOHOMOP-

¢dHa VT, cboTBeTCTBaLLA Ha PUEHTPMW.

¢ CumntomuTe TpAGBA Aa CbOTBETCTBAT U fia ca cBbp3aHu ¢ KEC/VT.
4 Mpowmsxop, nogo3svpaH ot EKI nan noTBbpAeH No BpeMe Ha enekTpo-Gp13nNoNormiHa oLeHKa.
€ B3emeTe npeABu NOBTOPHA OLIEHKA B CJlyYail Ha HOBW CUMMTOMY W/ MIPOMEHU B KIIVMHUYHOTO CbCTOAHME Ha MaLeHTa.

kynapHu KEC/VT. HannuHata nHdopmauumsa 3a gpyru dopmm Ha
nauonatnyHn KEC/VT e orpaHunyeHa n ce orpaHuyaBa Hau-Be-
Ye [0 HemocpeacTBeHNa abnayuoHeH ycnex, KOWTo KaTo LAano
e Mo-HNCBK 1 Ce CBbp3Ba C MoBeye peungmBu, OTKOIKOTO 3a
RVOT u dacumkynapHu KEC/VT.>¥0 B gonbnHeHve, LOCTbMBT A0
1 abnauuaTa Ha onpepeneHy mecTa (Hanp. cMHyc Ha Bancansa,
6unoto Ha JIK) Moxe fa yBenunum pucka ot npoLeaypHN YCIox-
HeHusa. CnegoBaTtenHo, Korato 12-kaHanHaTa EKI e cunHo nopo-
3putenHa 3a KEC/VT nstouHuk nssbH RVOT unu nesute dacuu-
KyJnv, HBOTO Ha NpenopbKaTa 3a abnauna e No-HUCKO.

KaTto usno, neyeHneTo Ha feuata TpsibBa Aa 6bAe Nogo6HO Ha
TOBA Ha Bb3pacTHUTE. Bbnpeku ToBa, abnauuaTa Tpabea aa ce oT-
MO NPU MIAAN 1 MasKM Leua, NOPaan PUCKa OT YCIIOKHEHNIS 1
OTHOCUTENHO NO-rofleMmna pasmep Ha abnauyioHHaTa nesus cnps-
MO CbpLIETO Ha aeTeTo.°%> Bepanamun He ce NpenopbyBa KaTo
MbpBa IMHUA Tepanuisa Npy fela Ha Bb3pacT <1 roauHa, Tbil Kato
B HAKOVI [JOK/A[M 3a Clyyaun ce CBbp3Ba C XmroToHus.>* Tpabea aa
ce oT6enexu, e BCMUKM CbOBLLEHN NALMEHTY Ca UMANIN UK Cbp-
[eyHa HeJOCTaTbUHOCT, MPEA03MpPaHe Ha BEpanamu, Wi apyru
cbrbreTBawm AADs No BpemeTo, KoraTo e AafeH Bepanammn.>®®
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Ta6nwua 9: Pe3lome Ha npenopbKuUTe 3a Jie4yeHe Ha NauneHTN Cc HeCcTU nanonaTuvYHN KamepHun eKCTpaCI/ICTOl'IIII/Ka-
MepHa TaXnukKapanua nian Kapanomuvonatna, MHAyLMpaHa OT KaMepHUN eKCTpacnucTtonm
A6nauus beta-6nokep KA dnekanHunpg AmunopapoH
RO ERL LI SRR Knaclla Knaclla Knaclla
CumnTOMHY, HopmanHa JIK ¢yHKLMA
KEC/VT, pa3nuunu ot RVOT/dacuukynapHm: Knaclla Knaclla
CumnToMHY, HopmanHa JIK pyHKLMA
e e Knaclla Knaclla” Knaclla
JIK puchyHKuma
KEC/VT, pa3nuunu ot RVOT/dacuymnkynapHm: Knaclla Knac l1aP Knaclla
JIK gnchyHKuyma
KEC:
Ob6pemeHsaBaHe >20%, 6e3cuMnToMHI, HopManHa JTK dyHKLuA

KA, kanuueswn aHTaroHunctu; JIK, naBa kamepa; KEC, kamepHu ekctpacuctonu; RVOT, n3xomawy TpakT Ha AAcHa Kamepa; VT, KamepHa Taxukapaus.

@ BeHO3HM KanuyneBm aHTaroHnCTu.
g Mpu n36pann naymeHTn (camo ymepeHa JIK guchyHkuus)

MaureHTUTe MoraT fja ce NpefcTaBAT ¢ 6e3CUMNTOMHU Yec-
T KEC/VTs. Camo manka yacT oT naumeHtute ¢ >1000 KEC Ha
[EeH e pa3BUAT KaMepHa ANCPYHKUMA cnel 5-roauiuHo npo-
cnepssare.”®® Obpemenssare ¢ KEC oT 10% v3rnexaa e MuHu-
MasHVAT npar 3a pa3sutue Ha JIK guchyHKUMA, C NO-BUCOK PUCK,
korato KEC HaToBapBaHeTo e > 20%.°3%600601 CnepoBatesniHo, B
Te3u c/lyyau e nokasaHa pefoBHa oueHka Ha JIKUO. Kbm gHelw-
Ha JjaTa HAMA [aHHW, MOAKPEensAwWM nonsata OT JIeYeHNEeTO Ha
apuTMKA NpU 6e3CMMNTOMHY NALMEHTH CbC 3arna3eHa KamepHa
odyHKuma. OcBeH ToBa, HaToBapBaHeTo ¢ KEC yecTo HamansABa
CMOHTaHHO ¢ BpemeTo, ocobeHo npu aeua.>*>%%2 Mpu nsbpaxu
NauveHTy, Hanp. NALMEHTH, KOUTO He >KenasT fa 6baaT npocse-
IABaHU, MOXe Aa ce 06MUCM KaTeTbpHa abnauus. Mpw nayu-
eHTU c obpemeHsnBaHe ¢ KEC < 10%, Mmoxe fa e noaxoasiia nos-
TOPHa OLleHKa B C/lyyall Ha Pa3BUTME Ha HOBW CYMMTOMU UM
NPOMSAHA B CbCTOAHMETO HA MaLMEHTa.

Mpenopbku

Ta6nuua 26: [MpenopbKu 3a sleYeHMe Ha NaLneHTun ¢
nanonaTnyHn KamepHu eKcrpacucronln/
KaMepHa TaXukKkapaus

Mpenopbku Knac?® Huso®

O6wWwn npenopbKK

Moka3aHa e pefioBHa OLleHKa Ha KamepHaTa yHK-

uma Ha nauveHtn ¢ KEC obpemeHsBaHe >10% wn C

HOpMaHa KamepHa pyHKLms,20%603

Mpwn nauneHtn ¢ KEC/VT 1 nponBa, KOATO He e Tu-

n1YHa 3a uaronaTtuueH npowsxopd,© TpAGBa ga ce lla C

B3eme npeasup CMR, Bbnpekn HopmanHata exo-
Kapauorpama.

JNleueHne

KaTeprHaTa a6nauvm KaTo JieyeHne OT Nbp-
Ba JINHWA Ce npenopbyBa 3a CUMMMNTOMHa

npnonatuyHa VT/KEC ot RVOT wnu nesute
bacunkynn d,535,595,596,604

Beta-6nokepu nnn HeguxugponupuanHosm KA ca
nokasaHu Mpu CUMNTOMHMW MauWeHTn C upamona-
TnyHa VT/KEC c npowusxop, pa3nuueH ot RVOT nnn
nesute pacumkynn, 30423

Beta-6nokepu, HeguxuaponvpuanHosn KA vnn dne-
KauHup TpAGBa fja ce B3emaT NpefBua, KOrato KateTbp-
HaTa abnauus He e AOCTBIHA, »KeNlaHa Wn e 0cobeHo
P1CKOBa NPV CUMMTOMATUYHU MALMEHTMN C MAVONATAY-
Ha VT/KEC ot RVOT unu nesute ¢acuV|Kynw.3°4'592'593

Mpodwvnxasa

MpodwvxeHue

KaTeTbpHa abnauus unu dnekavHug Tpabsa aa ce
06MUCAAT NPV CUMMATOMHM NaUWeHTV C vanona-
TuuyHa VT/KEC c npousxoga, pasnuueH ot RVOT nnn
nesuTe ¢acuV|Kynm.535'6°4'6°5

lla C

Moxe aa ce ma npefBuy KaTeTbpHa abnauua npu
mnanonaTtnyHa VT/KEC npy 6€e3cMMNTOMHN NaumeH-
TV C noBTOpAemo noseye oT 20% KEC Ha aeH npu
npocnegasane,>3>600601

KateTbpHaTa abnaumsa Ha mguonatmyHa VT/KEC
He ce npenopbyBa NpU Aela Ha Bb3pacT 5 rognHn
nnn <10 kg Terno, ocBeH Korato npeguLiHaTa me-
[VIKaMeHTO3Ha Tepanua e HeycnewHa Uimn KoraTo
VT He ce noHaca xemop,mHaMMqu.597

AMNOAAPOH KaTo NeyeHne oT NbpBa NNHNA He ce
npenopbyBa Npv NauMeHTn ¢ nguonatnyHn VTs/
KEC 594

Bepanamun He ce npenopbyBa Npu geua Ha 1-ro-
OvwHa Bb3pacT ¢ KEC/VT, ocobeHo ako nmat npu-
3HaUM Ha CbpAeyHa HeJoCTaTbUYHOCT MW efHO-
BpPeMeHHa ynotpeba Ha apyru AADs %06

AAD, aHTMaputMmuHO nekapctBo; KA, kKanumesu aHTaroHucty; CMR,
CbpAeyveH MarHuTeH pe3oHaHc; KEC, kamepHu ekctpacuctonu; RVOT,
M3XOAALY TPaAKT Ha AACHa Kamepa; SMVT, npoabmKkutenHa MoHoMopdHa
KamepHa Taxukapaums; VT, KamepHa Taxvkapams.

@ Knac Ha npenopbKuTe.

b Hugo Ha gokasatencTaeHocT.

€ BK/IIOYMTENHO, HO HE OTPaHNYEeHI [O MO-HanpeHana Bb3pacT, Mop-
donorua Ha peceH 6eapeH 6510k (ABB), SMVT cbBMeCTMMa C pUeHTpU.

d NlokasatencreeHo HuBo C 3a VT/KEC ot nesute dacumKkynu.

7.1.2.2.  MIHOyyupaHa unu enoweHa om KamepHU ekcmpacucmo-
71U Kapouomuonamus
3HayeHmneTo Ha KEC-MHAyLmpaHaTta KapanommnonaTtma KaTo BTo-
puyHa n obpaTtrmMa npuumnHa 3a JIK gucoyHKumMa npu nauneHTr
6e3 SHD 6ewe npusHaTo.®0”76% MegnumHckata n dbamunHata
aHamHe3a Ha nauueHTa, 12-kaHanHaTa EKI, Xontep-EKI u exo-
KapavorpaduaTa ca KpabrbfieH KambK B OLEHKaTa Ha nauu-
€HTW CbC CbMHeHMe 3a nHayumpaHa ot KEC kapanomuonaTua
(Queypa 18). B HAKONKO NMpoyuBaHUA 6Gelle yCTaHOBEHO, Ye 06-
pemeHaBaHeTo ¢ KEC e Hal-CMnHMAT He3aBUCUM NpeanKTop 3a
nHgyumpana ot KEC kapamomuonarus ,600609-61 Cpobwasa ce
3a exefiHeBHM KonebaHuA Ha obpemeHAaBaHeTo ¢ KEC npwu na-
UMEHTN, MOASIOKEHN Ha 14-4HEBHO MOHUTOPUpPAHE, HO MoBe-
yeTo [laHHU ce OCcHOBaBaT Ha 24 h 3anucn.’”’ O6pemeHsaBaHe ¢
KEC oT noHe 10% u3rnexapa € MMHUMaNHUAT npar 3a pa3sutue
Ha KEC-HayunpaHa KapanMomMmonaTtus, a pUCKbT ce yBennyasa
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auneHT c KEC-HaTtoBapBaHe >10% v neko HamasieHa unu HamaneHa

CbpAeyHa bonect unn eb3na-

00ACHEeHa OT noanexallo

JINTENHO CbpAEYHO 3abonsaBaHe AnarHosa CbpAeyHO 3a60n9BaHe
1 . "
® 2
CMR
i (Knac lla)

!

A\ 4

( Kapanomuonatna )

v

KaTeTbpHa abnauusa
(Knacl)

AAD
(Knac lla)

v v

T ot yectn KEC )

v

KaTeTbpHa abnauuna
(Knac lla)

AmnogapoH
(Knac lla)

@ESc

Ourypa 18: AnroputbMm 3a JleYeHne Ha NaLyeHTy C KapAMoMMONaThA, MPean3BMKaHa/BIoLLEHa OT KAMEPHW eKCTPaCUCTONN.
AAD, aHTrapuTM4HO nekapcTeo; KAB, kopoHapHa apTepuasnHa 6onect; CMR, cbpheyeH MarHiTeH pe3oHaHc; LGE, kbcHo rapo-
nuHMeBo ycunsaHe; J1K, naBa kamepa; JIKU®, neBokamepHa n3tnackeaila dpakums; KEC, kamepHu ekctpacuctonu; SHD, cTpyk-

TYPHO CbpAeyHo 3abonsBaHe.

ponbaHuTenHo npy KEC o6pemensisaHe >20%.5°%6" Mpu nauw-
eHTU c KEC obpemeHnaBaHe <10%, TpsabBa Aa ce nojo3mpa apyra
eTNONOrNA Ha KapAMoMmnonaTuATa 1 fja ce npeanprieme Aonbi-
HUTeNHa AUarHoCTUYHa paboTa. MNpw TakMBa nauneHTn Tpabaa
[a ce HanpaBwu noBTOpHO XonTtep-EKI, 3a ga ce npeueHAT Gpnyk-
TyauumTe Ha obpemeHaBaHeTo ¢ KEC. ®akTopuTe, npefckasBa-
Wy HebnaronpuAaTHo JIK pemogenvipaHe npu NauueHTn ¢ 4ecTn
KEC, BkntouBaT ropHa oc Ha KEC, enukapgeH npousxop, NSVT,
MO-KbC KYMMPALY MHTEPBAJT 1 MBXKKM Moj1,>3%611-613

Yectute KEC moraT cbuwo aa Bnowat JIK auchyHkuma npm
nauuneHTn cbe SHD. B TaknBa cnyyan JIK gnchyHKLmMA moxe nnm
na 6bae npsako nocneacteue ot KEC, kakTo npu KEC-nHayum-
paHa Kapavommonatua, Unu nopagn orpaHuyaBawna edekT
Ha KEC BbpXy ONTUMaNHOTO ABYKaMepHO MnencrpaHe npu na-
uneHTn cbe CRT. NapameTpn KaTo NO-ManbK KpaeH AnactosieH
AvameTbp Ha JIK n no-teceH cnHycoB QRS moraT Aa nomorHat
3a pasrpaHmnyaBaHe Ha KEC-mHAayumpaHa KapgnomuonaTtua ot
KEC-BnoweHa kapavommonatus.8™ CMR Tpa6sa na ce B3eme
npeaBua Npv NauneHTn, 3a KOUTO ce NoAosnpa, Ye nmat KEC-
WHAYLMpaHa KapAroMmonaTus, 3a Aia ce U3KuaT neknte pop-

My Ha SHD.>?%6"> Mpu naumeHT ¢ yectn KEC, HannumeTo Ha LGE
npepnonara no-ronAma BepoATHocT 3a SHD ¢ yectn KEC, a He
nHpgyumpaHa ot KEC kapanommonaTtus, npu KOATO B MOBEYETO
cnyyan nuncea LGE. Vimankn npensug ye goknagmte 3a KEC ¢
mopdonorus Ha [1bb nokassart no-cmnHa Bpb3ka ¢ LGE,5' Te3n
nauumeHT TpAbBa fa ce cumTaT 3a No-cuiHo nokasaHu 3a CMR.

AunarHosata KEC-mHayumpaHa kapanommonatus cpety KEC-
B/IOLIEHA KapAvommnonatua mMoxe Aa 6bfe NOTBbpAeHa Camo
cnep nopobpasaHe/HopmanusupaHe Ha JIKU® (o6patHo pemo-
fenvpaHe) cnep notuckaHe Ha KEC.

KateTbpHaTta abnauma Ha KEC e mMHoro edukacHa, ¢ fOK-
najBaH MpOLEHT Ha ycrneBaemocT 75-90% u ce cumTta 3a Ne-
yeHue Ha nbpBu M360p 3a KEC-mHAyuMpaHa Kapauomuona-
TR, 535,600609,610612617-620  hakTopUTE, KOUTO BAUAAT BbHPXY
HernocpenCTBEeHMSA ycrnex Ha abnaunaTa v KINMHUYHUA pe3ynTar,
BKJIOYBAT MACTOTO Ha npousxod Ha KEC (Hai-BMCOK ycnex 3a
KEC oT n3xogHuaA TpakT), 6poa Ha KEC mopdonorumute n nuncata
Ha LGE npu CMR.>35610614 Npy naumenTtn cbe SHD, KateTbpHa-
Ta abnaumsa Ha yect moHomopdHM KEC cblyo e nokasana, ye
nopo6psasa JIKU® npu naumeHtn ¢ KAB, KakTo 1 ¢ Kapanomu-
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onatum ¢ n 6e3 CRT.809617.621-623 MNg nogo6eH HauMH e AoKa3aHo,
Ye ynotpebaTta Ha aHTMAPUTMUYHN NIeKapCTBa 3a NOTUCKaHe Ha
KEC nopo6pssa JIKN®. B egHo RCT amnopapoHbT BogW Ao no-
no6po notnckane Ha KEC n no-ronamo nopgobpexuve Ha JIKU®
B CpaBHeHMe ¢ nnaue60.5* brokepuTe Ha HaTpMeBWTE KaHanu
CbLo MoraT epekTrBHO fa notuckat KEC.5%° B egHo npoyusaHe
dnekanHngbT HamansaBea TexkecTTa Ha KEC 0T 36% Ha 10% v Boaun
1o NIKN® ysenuyeHne ot 37% Ha 49%.2° Makap ue dpnekavHum-
[bT, WO Ce OTHACA A0 OPraHHaTa TOKCUYHOCT, Ma no-6naronpu-
ATeH npodun, Npean ToBa e yCTaHOBEHa MOBMLWEHa CMbPTHOCT
npy naumeHtn ¢ M.>%¢ 3a n3bpaHy naymeHTn CbC CbMHEHVE
3a HAyumMpaHa nnu snoweHa ot KEC kapanomuonatus, ¢neka-
MHNIOBT MOXe BCe NaK Aia ce B3eme npefBuf, 0co6eHO ako rma
noctaseH ICD (Tabauua 9).

CpobuiaBa ce 3a pAafika MOHOTeHHa NpUYKMHa 3a HAYUMpaHa
ot KEC kKapguomumnonatusa, HapeyeHa myntudokanHu KEC, cabp-
3aHM c MpexaTa Ha Purkinje. Xapaktepusupa ce c eHOTVN Ha
OKMM n Hannyme Ha mHorobpoiiHn KEC ¢ mopdonorua Ha [1Bb
n/vnu nas 6egper 6510k (JI6B) n nosuwwen prick ot BCC.5%7 Mato-
reHHuTe myTaumm B reHa SCN5A BofAT Ao noBuLLaBaHe Ha GyHK-

MpenopbKu

Ta6bnuua 27: [penopdbKu 3a nevyeHMe Ha NaLMeHTU C
KapanomunonaTus, npeansBuKaHa oT Ka-
MEepPHWN eKCTPacucTonn Uav BriolleHa oT
KaMepHUN eKcTpacnucTonu

Mpenopbku Knac? Hugo®

[narHocTUYHa oLeHKa

IMpw naumeHT ¢ HeobACHNMO HamaneHa EF n KEC obpe-
MeHsBaHe OT Haii-manko 10%, TpAbBa fa ce uma npeg- lla C
Bup KECG-nHayuupaHa Kap,qmommonamn.ﬁoo'éog'm0

Mpy NauneHT! CbC CbMHEHME 3a MHAYLMpPaHa OT
KEC kapguomuonaTua Tpsbsa Aa ce B3eme npep- lla B
gug CMR.>%0,61>

JleueHne

I'Ipm naymeHTn C KapagnommonaTuns, 3a KOATO ce no-
A031pa, Ye e NpnYnHeHa oT YeCcTn n npeoGna,ana—

| C
wo moHomopdHM KEC, ce npenopbyBa KaTeTbpHa
abnauyn,535/600,609,612,617,618,620
Mpv NayMeHTn C KApAMOMIMONATHA, 33 KOATO Ce MNo-

[0311Pa, Ye e NPUYMHEHa OT YecTu 1 Nnpeobnapasa-
o moHomopoHu KEC, TpabBa Aa ce B3eme npef- lla c

BUA NedeHne ¢ AADsS, ako KaTeTbpHa abnauyus e
HeXenaHa, npepanosnara ce, Ye e BMCOKOPKCKOBA
mnme Heycneuma‘ﬁz“'626

Mpu naymeHTn cbe SHD, npu KonTo ce npeanona-

ra, ye npeo6nagasaiio MoHomopdHuTe yecTn KEC

[ONPVHACAT 3a KapAvoMronaTuaTa, TpA6ea Aa ce lla B
B3eMe npensug neveHme ¢ AAD (ammnopapoH) nnm

KaTeTbpHa abnauua.017,621,622,624

Mpwv HeoTroBapAww Ha CRT c yecTun, npeobnagasa-

wo MoHomopoHu KEC, orpaHuyaBawy ontuman-

HOTO [IByKaMepHO nencmpaHe Bbnpekn Gapmako- lla C
noruyHaTa Tepanus, TpAbBa Aa ce B3emMe Npeasus

KaTeTbpHa abnauua nnm AADs.523

AAD, aHTraputMnyHo nekapctBo; CMR, cbpheyeH MarHUTEH Pe30HaHC;
CRT, cbpaeyHa pe-cmHxpoHu3unpalla Tepanus; EF, ppakuma Ha nstnackea-
He; ICD, umnnaHTpyem KapavosepTep aednbpunatop; JIK, nasa Kamepa;
KEC, kamepHu ekcTpacucTonu; SHD, CTPYKTYpHO CbpfieyHOo 3abonsBaHe.

@ Knac Ha npenopbKuTe.

b Hueo Ha gokasatencTeHoCT.

€ dnekauHng camo Npu n36paHu nayneHTn (Hocutenu Ha ICD, camo yme-
peHa JIK gucoyHkums).

LMsAITa Ha HATPVEBUA KaHasl, OTTOBOPEH 3a CBPbX-Bb36yANMOCT-
Ta Ha ¢acuyuKkynapHata mpexa Ha Purkinje.®?628 OrpaHuuenn
[aHHW MOACKA3BaT, Ye MauUeHT! C MyNTUGOKAHU eKTOMMYHM
npexaeBpeMeHHN CbKpalleHua, cebp3aHnu ¢ Purkinje, He pearu-
part Ha 6eTa-6510Kepu, HO 61MXa MO [a MAT Mof3a oT Tepanus
C pnekanHng, XMHUANH UM aMmmoaapoH.57-63!

71.3. Kapamnomwmonatum

71.3.1.  [JunamamueHa KapouoMuonamus U XUNOKUHeMUYHda
HedusamamugHa Kkapouomuonamus

OKMI ce xapaktepusmpa ¢ gunatauma Ha JIK n cuctonHa guc-
dyHKUMA, HeobAacHeHM oT KAB nnn abHOPMHM CbCTOAHNA Ha Ha-
ToBapBaHe.%3? TpyaHO e Aa ce OueHN NCTUHCKOTO PasnpocTpa-
HeHue. [o-cTapu NpoyyBaHKA CbobLLaBaT 3a Pa3npoCcTpaHeHne
1 Ha 2700 gywn.53

WcTopruecknTte gaHHu npu sb3pactHy ¢ IKMI ca nokasa-
n 1-rognwHa cMbpPTHOCT 20-25% 1 50% npexnsaemocT cnep
5 roguHn.%3* CKopoLwHY NpoyyBaHus Ha nauyreHTy ¢ KM cbe
CUCTONHA CbpAeYHa HefocTaTbyHOCT M OMT cbobuiasat 3a
5-roAniHa CMbPTHOCT B inMana3oHa 21-28%.3°%3%° BCC ce cpe-
wa B Ao 12% ot naymeHTunte ¢ KM 1 BCe owe npefcraBnsaBa
25-35% OT BCUUKM CMBPTHY Cllydam, 359634635

loguwHaTa yectoTa Ha [IKMI1 npu geuata e 0,57 cnyyas Ha
100000 gewua.®3¢ MporHosata Npu geuara e fowa, € 5-roanilHa
yecToTa Ha CbpAevyHa TPaHCMIaHTauMA WM CMbPT, CBbp3a-
Ha CbC CbpAeyHa HepocTaTbyuHOCT, OT 40%. Bbnpekn ToBa, 3a
pasfnvka oT Bb3pacTHUTe, YectoTata Ha BCC npu negnatpuyHm
nauneHTn ¢ AIKMI1 e MHOro No-HUCKa, C 5-roguriiHa yectoTa oT
2,4-3%, KakTo cbobLliaBaT ABa rofieMm perncrbpa Ha negua-
TpuuHata Kapgromuonatus ot CALL n Asctpanus.537,638

MpuunHuTe 3a KMI MoXe fia ca reHeTUYHN unm npuaobum-
T11.5%° TeHeTUYHOTO NpeApPasnoNoXKeHe MOXe CbLLO fa B3aUMO-
[encTBa C BbHWHN GakTopu, KaTo nepunapTanHu, ankoXonHN
WM CBbP3aHN C XMMMOTEPaNUs Kapanomuonatun.®® Qenotu-
MbT, 0CO6EHO Ha reHeTYHaTa eTUONOMNA, MOXe Aa Ce MPOMEHM C
BPEMETO U/USIN MOXe fia He OTroBapA Ha CTaHAAPTHUTe bonecT-
HW KpUTEepun B MOMEHTa Ha MaHudecTpaHe Ha 3abonaBaHeTo.
B pe3ynTaT Ha ToBa belle npeanoxeHa HOBa KaTeropua X1noKu-
HeTWYHa HeaunaTaTMBHa KapamomuonaTma (XHOKMIM).63°

7.1.3.1.1. JuazHocmuyHa oyeHka u cmpamugukayusa Ha
pucka.

BbB Queypa 19 e npeacTaBeH anropyuTbM 3a cTpaTudMKaLma Ha

pucka n nbpBrnyHa npeseHumna Ha BCC npu nauynenTtn ¢ KM/

XHOKMIM.

TpabBa fa ce B3emMe MpeaBWA BHMMATENHA AWMArHOCTUYHA
06paboTKa, BKIUNTENHO reHeTUYHo m3cnepsaHe u CMR, 3a
naeHTndMKaLmMa Ha OCHOBHaTa NPUYMHA 3a ETUONIOMMYHO-OPU-
eHTMpaHa cTpaTudUKaLMA Ha PUCKa 1 NiedeHne, 341639

MatoreHHn myTauum ce ngeHTndmUumpat npu 25-55% ot na-
umeHTHTe ¢ JKMIT,834639640 Haj-yecTo C aBTO30MHO JOMUHAHTHO
yHacneanasaHe. Hall-uecTo ce OTKpMBAT CKbCEHU MyTaLUW B reHa
Ha TUTUH (TTN), cnegBaHn ot LMNA, capKkoMepHU 1 4eCMO30MHM
myTauun. Mytaumm B reHn kato LMNA, PLN, RBM20 v FLNC ca cBbp-
3aHU C NO-BUCOK puck ot VA n BCC.54-64 Hocutenute Ha gecmo-
30MHM 1 LMNA BapuaHTK ca nmanu Har-BUCOK npoueHT Ha VA/
BCC, koiiTo e 6un Hesasvicm oT JIKU®D B egHa cepus cnydan.t4

EdekTnBHOCTTa Ha reHETUYHOTO TeCTyBaHe e 0COOeHO BMCO-
Ka npv nauynenTn ¢ AKMM ¢ damunHm opmum Ha KM nnamn BCC
npw pofHVHa OT MbpBa CTeneH B No-mnaga Bb3pact. Hacnepn-
ctBeHaTta [JIKMI1 e cbLio no-BepoATHA NpU NaLyeHTn, KOUTOo ce
npeAcTaBAT B M1afa Bb3pacT UM CbC CUMNTOMMU, CYCNeKTHY 3a
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OT NbpBa cTeneH) unum AV 6510k <50 T.
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Ourypa 19: Anroputbm 3a CTpaTUdrKaLMA Ha PrCKa 1 MbPBUYHA MPEBEHLMA Ha BHE3aMNHa CbpAeyYHa CMbPT NPY NaLNeHTH C
AvnaTaTMBHA KapANOMMOMATMA/XUMOKMHETMYHA HeAUNaTaTMBHa KapAnoMonaTus.

AV, atpuoBeHTpuKynapeH; CMR, cbpaeyeH marHuteH pesoHaHc; AKMI, gunatatusHa Kapanomuonatuna; XHOKMI, xnnoknHe-

TUYHA HeaUNaTaTMBHa Kapanuomuonatus; ICD, imnnaHTipyem KapanosepTep gedubpunatop; ILR, uMAnaHTMpyemo 3anncBaLlo

yctpoinctBo; LMNA: namuH A/C reH; JIKU®, neBokamepHa ustnackaalya ¢pakuyms; NSVT, HenpoabikuTenHa KamepHa Taxukap-

avs; PES, nporpamumpaHa enektpuyecka ctumynaums; BCC, BHe3anHa cbpheyHa cMbpT; SMVT, npoab/ixkuTesiHa MOHOMOPdHa

KamepHa Taxukapgaus; VA, KamepHv aputMuu.

2 PuckoBu dakTopu: Heob6ACHUM cHKON, natoreHHV BapuaHTu B PLN, FLNC nn RBM20, LGE npy CMR, nHayumpyema SMVT npwu PES.
b Mpenopbku Ha ESC 2018 1. 3a AMArHOCTUKa 1 IeYeHre Ha CUHKon.!

cneuynduryHa etmonorua (Hanp. ygbmkeHa AV npoBogMMocCT 3a
LMNA) (Durypa 20).634639640.646 PonymHm oT mbpBa cTeneH Ha
nauveHtTn ¢ AKMM/XHOKMI Tps6ea aa 6baaT noasioxeHn Ha
KNMHWYHA ANAarHOCTMYHA OLleHKa, 0CO6EHO aKo ce Nofo3KMpa Ha-
cnepcTBeHa NpuYmMHa.

Pa3rpaHnyaBaHeTo Mexay NaLMeHTN C BUCOK M HUCHK PUCK 3a
BCC octaBa TpyaHo. Oteba JIKU® 1 Knaca no NYHA,357359635647-
650 CKOPOLLHY AaHHWN MOKa3BaT, Ye reHeTuyHmTe, Kakto 1 CMR
HaxofKWTe MoraT fa AonpuHecaT 3a cTpaTuduKaumsa Ha purcka.
MeTa-aHanu3 Ha 29 npoyusaHusA, KOMOWHMpawm 2948 nauu-
eHTn, npoyusa ponata Ha CMR npu naument ¢ AKMIM.'? LGE

e 6UNo CBbP3aHO CUTHUPUKAHTHO C KpaiiHaTa TOuKa aputmus,
[Opu KoraTto e BKJloYBana caMo NpoyyBaHWA, KOUTO ca U3BBP-
LN MHOFoBapuaHTeH aHanu3 (HR 6,7; P<0,001). ViHTepecHo e,
ye Bpb3KaTa mexay LGE n kKpanHaTta Touka apuTMuA e ocTaHana
curHndUKaHTHA cpef naumneHTn cbe cpegHa JIKU® >35%. Mo no-
[0GEH HauvH, CKOPOLWHO MpoyysaHe Ha 1020 nocnefoBaTenHu
naumeHTn ¢ JKMIM n CMR e nokasano, ue LGE n JIKUO ca puckosmn
MapKepu 3a CMbPTHOCT NO BCAKaKBa NPUYMHA U CbpAeYHa CMbPT,
HO camo LGE e 61510 cBbp3aHO curHUdUKaHTHO ¢ puck ot BCC.%!
CrpatudurkaumaTta Ha pucka ot BCC e npeumsnpaHa B nogrpy-
nata naumeHTn c LMNA myTaumm, kouto npeactasnasat 5-10% ot
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Cblnrypa 20: Tunun4yHn XapPaKTeEPUCTUKN Ha AnnaTaTUBHa Kapanommonatua, CBbp3aHn C MyTalAa Ha NaMyH A/CreHc KaMepHn

apuTMunin.

AV, atprnoseHTpuKkynapeH; CMR, cbppeyeH marHuTeH pe3oHaHc; EKT, enektpokapanorpama; LGE, KbcHO ragonnHneso ycuasa-
He; JIK, naBa Kamepa; [16b, feceH 6eppeH 6510kK; VT, KamepHa Taxnkapams.

BCUYKM naumeHTn ¢ JKMI. LMNA myTaummTe ca CBbp3aHu C paH-
HV NPefCbPAHN N KAMEPHU apUTMIK, MPeXAeBpeMeHHa MpoBoS-
Ha 6onecT, BUCOK prck oT BCC 1 nporpecuns fo KpaeH CTaguii Ha
CbpieuHa HefoCTaTbuHOCT.80642652653 B MHOroueHTpoB peruc-
Tbp Ha 269 Hocutenu Ha LMNA myTauma, NSVT, JIKU® <45% npwn
MbPBa OLEHKa , MbXXKI MO 1 Non-missense MyTauuy 6axa naeH-
TMOULMPAHN KaTo He3aBUCUMM prckosu dakTopu 3a VA.5>2 VA ce
€ rnosBWIa cCaMo Npw Xopa C NMoHe ABa OT Te3n pUCKoBY GaKTopu.
BrnocnepctBue cTpatmdmKaumaTa Ha pUCKa Noayym BbHLUHO Ba-
nuampaHe.5> [ipyro npoyusaHe, BKOYBALWO 589 HOCKTENN Ha
myTauma Ha LMNA, ngeHTnduumpa AV 6n1oka KaTto JOMbAHMUTENEH
npenukTop. Hackopo Gelue pa3paboTeH KafikynaTop Ha pucka
(https://Imna-risk-vta.fr/) 3a nporHo3mpaHe Ha prcKa OT »KMBOTO-

3acTpawasauya VA (C-uHgekc 0,776 [95% Cl: 0,711-0,842]).8° Mpn
NnaumeHTU C 5-roguLleH nymcieH puck >10% n MaHndpecTeH cbp-
feven peHoTun (NSVT, JIKUD < 50% mnu 3ab6aBaHe Ha AV npoBo-
AMMOCTTa) TpAbBa Aa ce B3eme nNpeasua MniaHTupaHe Ha ICD ¢
Lien MbpBMYHa NpeBeHLMs, 3a Aa ce n3berHe noTeHUManHa cBpbx-
VMMNAHTaLMUA Npu HOCUTENN Ha MyTaumsa 6e3 cbpaeyeH GeHoTum.
Mpw HocuTenn Ha LMNA myTauma ¢ deHotun Ha AKMIT Brucoko-
WHTEH3MBHWTE HaTOBapBaHKA Ca CBbP3aHM C BUCOK pUck oT BCCn
HapyLweHa JIKU® v cnegosateniHo He ce npenopbysart.®346%
Hackopo 6elue npeanoxeH pUCKOB CKOP 3a MPOrHo3MpaHe
Ha VA npu naumeHtn ¢ AKMIM nan ARVC, cBbp3aHn C myTauma
p.Argl4del B reHa PLN.5°6 Heobxoavmu ca BanvavpaLyy npoyysa-
HWA, Npeau fa MoxXe Ja ce npernopbya 3a KNMHWYHa ynoTtpeba.
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OcBeH reHeTtukata n CMR, ca npeanokeHn AONBbAHUTENHN
npeankTopu Ha BCC, yecto monyyeHn OT Mankun Koxoptn 6e3
WK C MasKo PeniMKauroHHU NpoyyYBaHusa. Heo6acHM crHKon
M3NCKBa AOMbAHUTENHA oueHKa 1 PES moxe na onpepenu oc-
HOBHaTa NPUYMHa. PUCKBT OT apUTMUYHM MHLUAEHTY NPY Nauum-
eHTn ¢ AKMI ¢ Hucka JIKU® 1 HeobsscHUM cMHKON e Nofo6eH Ha
To3u ¢ npeawectsau CA%’7 1 BUCOK, HE3aBMCUMMO OT 13X0/1a Ha
PES.'8 Bbnpeku ToBa, AaHHWTe npu nauveHt ¢ AKMI ¢ neko
HamaneHa EF npepgnonarat HapacTBawa ctonHocT Ha PES. Cpep
naunenTute ¢ AKMIM n EF >40%, KakTo 1 HEOOACHUM CUHKONM,
KOMTO ca monyumnu mmnnantauma Ha ICD cnep nonoxurteneH
PES, 80% ca numann motusmpana ICD Tepanua no Bpeme Ha npo-
cnepasaHeTo. He e HacTbnnna BCC nnm cumntomatnuna VA npm
HEeMHAYUMPYEMM naumeHTn, 4

7.1.3.1.2. lMepsuyHa npounakmuka Ha eHe3anHama cepoeyHa
cMBpM.
CbrnacHo HactoAwwmTe Mpenopbky Ha ESC 2021 r. 3a grarHocTmKa
1 NeYyeHne Ha OCTPa U XPOHMYHA CbpAeYHa HE[OCTaTbUYHOCT Npu
nauvenTn ¢ JKMIM/XHOKMIN OMT e 3agbmkutenHa.>* Heobxo-
[1Ma e NoBTOPHa OLeHKa Ha cbpAeyHaTa GYyHKUMUA U KITMHUYHK-
AT cTaTyc cnep 3-meceyHa OMT npegm nmnnaHtupare Ha ICD 3a
MbpBUYHa NpeBeHUms. [o-BepoaTHO e JIK dyHKUMA fa ce nofo-
6pu npu KMIM, npryrHeHa oT MUOKapaUT unn myTaumm Ha TTN.

E¢unkacHocTTa Ha ICD 3a nbpBUYHa NPEBEHLMA NPY NaLeH-
™ ¢ JKMIT ¢ HFFEF e npocnepeHa B wect RCTs.63°

Mexpay 2002 1 2005 roguHu 6axa nybnmnkyBaHW neT npo-
yuBaHus (CAT, AMIOVIRT, DEFINITE, COMPANION u SCD-HeFT).
MbpBUTE TpU 6AXa NO-ManNKU NPOYYBaHUSA, BKIOYBALM CaMO
nauvenTn ¢ JKMIM, npokato SCD-HeFT n COMPANION 6sxa no-
ronemu u Bkaoysaxa nauneHTtn ¢ KAb n JKMII. MNMpoyuBaHeTo
COMPANION ce pa3nuyaBa OT OCTaHaNNTe, Tb KaTo CpaBHABA
CRT-gedpubpunatop, CRT-nencmenkbp n OMT. MeTa-aHanu3 Ha
nette npoyysaHua (1854 nauneHtn c IKMI) gemoHcTpupa 31%
HamaseHue Ha obuwata cMbpTHOCT ¢ ICD B cpaBHeHMe ¢ meaun-
KameHTo3HaTa Tepanus (RR 0,69 [95% Cl 0,55, 0,87], P < 0,002).5°8
To3n edekT npoabKaga cnep nskntousaHe Ha COMPANION.

Mo-Hackopo B npoyuBaHeTo DANISH 6sxa BkntoueHun 1116
cumntoMHn naumeHTn (NYHA knac Il unn lll) ¢ HencxemmnuHa
CUCTONMHa CbpheyHa HegocTaTbuHOCT (JIKUOD < 35%). MauneHTun-
Te ca 6unun paHgomusnpann kbm ICD unun 6e3 ICD cneg OMT.3>°
He e HabntogaBaHO HaMansBaHe Ha MbPBUYHATA KpalHa TOYKa
CMBPT MO BCAKaKBa MpUYMHa 3a NauueHTTe, paHAOMU3NPaHN
kbm ICD Tepanua (HR 0,87; 95% Cl 0,68-1,12; P=0,28), BbnpeKu
3HauyMMoTO HamanasaHe Ha BCC B rpynata c ICD (HR 0,50; 95% Cl
0,31-0,82; P=0,005). Bb3aM0o>xH1 06ACHEHUA Ca HMUCKaTa YecToTa
Ha BCC B npoyuBaHeTo (4,3% B rpynata Ha ICD n 8,2% B KOH-
TpoOnHaTa rpyna), OT/IMYHOTO MeANKaMEHTO3HO NeveHune (>90%
oT naumneHTute Ha ACE unxnbutopu n 6eta-énokepu, >50% Ha
MRA) n BucokoTo pasnpoctpaHeHue (58%) Ha CRT. Bbnpeku
TOBA, MeTa-aHanM3 Ha BCUYKMTE LeCT NPOoyYBaHMA 3a MbPBUYHA
npeBeHLUsA BCe OLie AeMOHCTPUPa, Makap 1 NO-HUCKO, HaMans-
BaHe Ha obwaTta cmbpTHOCT Npu Tepanus ¢ ICD (RR 0,76; 95% Cl
0,65-0,91; P=0,002).93> B aHanu3 3a 4yBCTBUTENHOCT, NOM3a OT
ICD TepanusTa ce e 3ana3una cnepj n3KtouBaHe Ha BCAKO OTaenN-
HO MpoyyYBaHe OT COOPHMA aHaNM3.

Pesyntatute ot npoyusaHeto DANISH nogueprtaBat Heob-
XOAMMOCTTa OT OLe NO-rofiAMO NpeLuunsrpaHe Ha MHAUKaUWA-
Ta 3a ICDs 3a nbpBMYHA NpPeBeHLMA NPU AHELHNTE NauneHTH
c OKMI. Tpabea pa ce B3emaT npeaBuA Bb3pacTTa U CbMbT-
cTBawWuMTe 3a6onABaHnA.53 B npoyusaHeto DANISH, umnnaH-
TpaHeTo Ha ICD e 6uno CBBP3aHO CbC 3HAUYUTENHO MO-HUCKA
CMbBPTHOCT MPK No-mnaav nauneHTn.>* [JonbiaHUTeNeH aHanu3

Ha faHHuTe oT DANISH®Y nokassa Bpb3ka MeXay HamaneHata
CMDBPTHOCT No BCAKa npuynHa 1 ICDs npn naumeHTn <70 roanHn
(HR, 0,70; 95% Cl 0,51-0,96; P=0,03), HO He 1 NpY NaUVeHTn Ha
Bb3pacT >70 rogunHu.

MpocnekTnBHM npoyuBaHusA, oueHAsawm nonsarta ot ICDs
npv nauneHt ¢ AKMMN/XHAKMIM ¢ mexanHHa JIK ancdyHKuma, Ho
C puckoBu dpakTopu, Kouto ce cebp3aT ¢ VA n BCC (BKntounTENHO
LGE Ha CMR, natoreHHu myTauum B PLN, FLNC, RBM20, HeobacHUM
CMHKOM ¥ MHAYLMPYEMOCT Ha SMVT), nuncear,'2%,641,643,644,659-662
KaTo ce uma npepnsup orpaHmyeHneto Ha JIKUO kato egnHCTBEH
puckoB mapkep npu OKMIM/XHOKMII, Ta3mn rpyna oT ekcneptu
cnopens MHeHVETO, Ye MNP Hannymne Ha KOMOUHALMSA OT PUCKOBU
MapKepw TpsabBa fa ce B3eme npegsug ICD.

7.1.3.1.3. BmopuyHa npounakmuka Ha eHe3anHama cepoeyHa
CMBPM U JledeHUe NpU KamepHU apummulul.
Tpw paHpomum3supanHn npoyusanHua (AVID, CASH un CIDS) ca cpas-
HUnW ICD TepanuaTa n MeAMKaMeHTO3HOTO JleueHue 3a BTOPUYHaA
npeBeHUMA NpU NauneHTn cnep npekbcHat CA nnv HeTonepupa-
Ha VT.349351352 Tpyte npoyuBaHua BKNOYBAT 0610 1963 naymeH-
TW, OT KOUTO camo 292 (14,8%) ca Mmanu HenmcxeMmnyHa eTMoNornA.
Te ca AeMOHCTpMpany 3HaUYUTENIHO HaMansABaHe Ha CMbPTHOCT-
Ta N0 BCAKAKBU NPUYMHM Npu NauneHTn ¢ ICD, KoeTo ce gbnxun
nouTK M3UANOo Ha 50% HamaneHue Ha apUTMMUYHaTa cmbpT.>>? B
noAarpynarta Ha nayMeHTUTe C KapgMoMmonaTm € MMano noao6-
Ha, HO He3HauMMa TeHAEHLVA 33 HamalleHne Ha CMbPTHOCTTa.3?
RCTs ca nsknounim nauneHT ¢ XxeMoanHaMmU4yHoO noHocnma VT.
Mpwv nauymentn ¢ JKMM VT cyb6cTpaTsT e no-nowo aeduHmpaH
1 TpsA6Ba fa ce B3eMe npefBuA nNporpecuaTta Ha 3abonssaHeTo.
CnepoBaTefiHO, BbMPEKM NMMcaTa Ha AaHHK, Ta3u rpyna oT eKc-
nepTy cnogens MHeHneTo, Ye ICD TpabBa aa ce B3eme npegsug 1
npw naymenTn ¢ KM ¢ xemogmHammyHo noHocruma VT.
OnTMunsnpaHeTo Ha nporpammpaHeTo Ha ICD (BuxTe Pas-
den 6.2.3.1) moxe ga Hamanu ICD wokoBeTe, NoAageHn B OTro-
BOp Ha VT, HO YecTo e HeobXoAMMa JOMbAHUTENHA Tepanus 3a
HamanABaHe Ha cumMnToMaTUYHUTe enusogm Ha VA. B npoyusa-
He OPTIC 412 nayneHTn C umnnaHTupaHe Ha ICD B pamKuTe Ha
21 pHn cnep VT/VF ca paHBOMM3MPaHU KbM aMUOZapoH Mioc
6eTa-6nokepu, camo coTanon unm camo 6eta-6nokep. Yectotu-
Te Ha wokoseTe oT ICD cnep egHa roguHa ca 6uny CbOTBETHO
10,3%, 24,3% 1 38,5%. Mo-BrcokaTa epUKaCHOCT Ha aMMOLAPOH
nnc 6eta-6nokepn B CpaBHEHME CbC coTasion TpsabBa fda ce
CpaBHU C NO-BUCOKUA MPOLEHT Ha CBbP3aHM C MefuKaMeHTUTe
HeXenaHy peakuun Ha uHAMBMAYyanHa ocHosa.>'® Bbnpeku ue
Ca HanviLe camo orpaHnyeHu faHHu, bnokepute Ha HaTpueBmTe
KaHanu morat ga KoHtponupat VT npu SHD n morat ga 6baat
nonesHn npu peuynnueHtn Ha ICD 6e3 HanpefHana cbpheyHa
HefoCTaTbYHOCT. [lo-ronAamata yact oT SMVT ce Ab/KM Ha CBbp-
3aHO C UMKATPUKC PUEHTPU, KOETO MOXe Ala 6bfie 06eKT Ha KaTe-
TbpHa abnauua. ima cbobLieHuns, ye HenocpeaCTBEHUAT pe3yi-
TaTt oT abnauua e cxogeH npu KAB n JKMI.497663 YecToTaTa Ha
peungmeuTte Ha VT obaye e 06MYaNHO NO-BMCOKA NPY NALMEHTN
¢ AKMI (npexussemoct 6e3 VT 40,5% npu OKMI cpewy 57%
npu KAB 3a 1 roguHa).*” Cniep MHOXeCTBO npoueaypw npu 36%
OT NauMeHTUTe B PETPOCMEKTMBHA, EAHO-LEHTPOBA KOXOpTa OT
282 naumeHTwn, nekyBaHn mexgy 1999 r. n 2014 r., AbArocpoyHa
cBo6oga o1 VT e 6una nocturHata npv 69% ot ciiyuaute. 64
EnukapgHa abnauna e Heobxogmma npu 27-30% OT npoLie-
pypuTe. #7664 PezynTaTbT € 0CO6EHO NIoW 1 MOXe Aa ca Heob-
XOAVMMW CMAacUTENHW cTpaTermm (TpaHCKOpPOHapHa eTaHonoBa
abnauus, 6unonapHa abnauua, xMpypruyHa abnayms) npu na-
LMeHTU ¢ naTtoreHHn myTauum (LMNA reH) v npu Te3m ¢ Abn60oKn
WHTpamypasnHu, npeaHocenTanHy NoKanmsauum Ha cybctpa-
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Ta.499665666 Ka10 ce B3eme NpeaBuj COXHOCTTA Ha abnaLmnoH-
HaTa npoueaypa, naunenTute ¢ AKMI Tpa6bsa fa 6baaT nekysa-
HUW CaMO B CMeLManmn3npaHn LeHTpoBe.

MpenopbKu

Ta6nuuya 28: TMpenopbKn 3a cTpatuduKauna Ha pu-
CKa, npepoTBpatABaHe Ha BHeé3aNHaTa
CbpAeYHa CMDBPT N JieYyeHne Ha KamepHun
apuTtMun Npu annatatTuBHa Kapanomm-
onaTuAa/XNuNnoKNHeTNUYHa HegunataTuB-
Ha Kapaunomuonatua

Mpenopbku Knac®  HusoP

AnarHocTnYHa oLeHKa 1 o61M NpenopbKu

[eHeTNYHO u3cneaBaHe (BKOUUTENIHO MOHe re-

Hute LMNA, PLN, RBM20 n FLNC) ce npenopbuBa

npu nauveHtn ¢ JKMMN/XHOKMI »n 3a6aBeHa AV

NpoBOAVMOCT NPU Bb3PaCT <50 rognHN AN KoUTo 1 B
mmat dammnHa aHamHesa 3a AKMIM/XHOKMIM vnn

BCC npwv popHvHa oT MbpBa cTeneH (Ha Bb3pacT

<50 ronlel/l)AE"”‘é“5

CMR c LGE Tps6Ba fa ce B3eMe npeasug npeasma npu
nauueHTn ¢ AKMIM/XHAKMI 3a oueHKa Ha eTmonoru- lla B
ATa v pucka ot VA/BCC.129.651:667

[eHeTUYHO TecTyBaHe (BKNIOUYMTENHO MOHE reHu-
Te LMNA, PLN, RBM20 n FLNC) Tpsi6bBa fia ce B3eme
npeasua cTpatuduKaumna Ha pucka npuy naymeHTn
c oueBuAHO cnopagnynu JKMM/XHOKMI, kouto
ce noABABaT B M/1afia Bb3pacT, Uan C Npu3Hauu, no-

AO3PUTENTHW 3a HacneACcTBeHa eTI/IOJ'IOFI/IF|.6417645

lla C

He ce npenopbuBa y4yacTueTo B HaTOBapBaHUA C
BMCOKa UHTEH3MBHOCT, BKNIOYNTENHO CbCTe3aTen-
HU cnopTtoBe npuv nuua ¢ AKMIMN/XHOKMIM n LMNA

MyTaLlI/IFl.655

CrpaTtuduKkaums Ha pucka u NbpBUYHa npopunakTnka Ha BCC

MmnnanTtupaHe Ha ICD TpabBa pa ce B3eme npef-
BMA Npv naumnenTn ¢ AKMMN/XHOKMIM, cumntomHa
cbppeyHa HepgoctaTbuHoCcT (NYHA knac II-ll) n
JIKN® <35% cnep =3 mecelja OMT,337:359,635,650

MmnnanTupaHe Ha ICD TpabBa aa ce B3eme npeg-
BMA npwv naumeHTn ¢ AKMMN/XHAKMI ¢ natoreHHa
myTauma B LMNA reHa, ako n3uncneHunaT 5-rogu-
LWeH PUCK OT XMBoTo3acTpawasgala VA e >10%° un
npu Hanuume Ha NSVT unu JIKU® <50% nnu 3aba-
BAHE Ha AV nposonmmocr.8°'652'653

MmnnantupaHe Ha ICD TpA6Ba fa ce B3eme NpeaBuA

npv naumeHT ¢ AKMM/XHOKMIM ¢ NIKU® <50% n =2

puckosu daktopa (cuHkon, LGE npu CMR, nHayum- lla C
pyema SMVT npwu PES, naToreHHV MyTaumu B reHuTe

LMNA,2 PLN, FLNC v RBMZ20).

Mpwv naumentn ¢ AKMMN/HNDM Tpsa6Ba ga ce Beme
npeaBva enekTpodU3nonormyHa OLieHKa, Korato
CUHKOMBT OCTaBa HeObACHWMM cref, HeMHBa3VBHa

olieHKa, 561668

lla C

BropuuHa npodunakTmka Ha BCC n neueHne Ha VAs

Mmnnantupare Ha ICD ce npenopbyuBa Npu nauu-
eHTn ¢ AKMM/XHOKMN, konTo npexusasat BCA
nopaan VT/VF nnn nmat xemofMHaMUYHO HEMOHO-
cma SMVT 349351352

KateTbpHa abnauvsa B cneuuanu3npaHn LeHTpo-
Be TpsAbBa Aa ce B3eme NpeasBua Npv NaLMEHTA C
OKMMO/XHOKMN v peunanBupaln, cMmntoma-
TMYHU SMVT mnn ICD wokose 3a SMVT, npu KouTto

AADs ca HeepeKTMBHU, MPOTNBOMOKa3aHU U He-
noHocmy, 481/497,664,669

lla C

Mpodwxasa

lMpodwvxeHue

[o6aBAHETO Ha NepopasneH amropapoH uan 3a-

MecTBaHeTo Ha 6eTa-6okepute CbC coTanon

TpsAbBa Aa ce B3eme MpefBuA MpU MauneHTn ¢

JAKMMN/XHAKMIN n ICD, konto nmat peumansupa- lla B
wa, cumntTomatnyHa VA BbMpeKku ONTUMANHOTO

nporpamnpaHe Ha YCTPOWCTBOTO U JIEYEHUETO C

6eta-6nokep.3'8

MmnnanTrpaHe Ha ICD TpsbBa aa ce nma npeasua
npwv nauuneHTtn ¢ AKMI/XHOKMI n xemoganHamuny- Ila C
HO noHocuma SMVT.

MoaxoA KbM pOAHMHM Ha NaLMeHTa Uan xepTtea Ha BCC ¢ AKMIN/
XHAKMN

Mpwv poaHVHa OT MbpBa NMHUA Ha NauneHT ¢ AKMI/

XHOKMI ce npenopbusat EKI n exokapanorpama,

aKo:

* VHAEKCHUAT MauueHT e 6un AuarHocTuumnpaH
Ha Bb3pacT <50 roAVHU AN NMaA KIUHUYHW Xa- | C
paKkTepuCTUKKL, npepnonarawy HacnepacTBeHa
npuyrHa, unn

+ 1ma damunHa aHamHesa 3a AKMIM/XHOKMI nnn
npexxaeBpemMeHHa HeouaksaHa BC.940

Mpu pogHUHa OT MbpBa NIMHUA Ha NaLUUEHT C oYe-
BUAHO crniopaguyHa AKMIMN/XHAKMIT moxe fa ce 11b C
nma npeasug EKI n exompuworpama.646

AAD, aHTMapuTMnuHO nekapctso; AV, aTpmoseHTpukynapeH; CMR,
cbpAeyeH MarHuTeH pesoHaHc; JKMI, aunataTvBHa Kapavommona-
TnA; EKI, enektpokapguorpama; XHOKMI, xunoknHetnyHa Hepguna-
TaTuBHa Kapavomuonatusa; ICD, umnnaHtTupyem Kapavoseptep aedu-
6punatop; LGE, KbcHo ragonuHmeBo ycunsaxe; JIKU®, neBokamepHa
n3tnackeawa dpakuyus; NSVT, HenpoabmknTenHa KamepHa Taxmkap-
ana; NYHA, Hionopkcka cbpgeyHa acouymaumsa; OMT, onTumanHa me-
AnunHcKa Tepanus; PES, nporpamupaHa enektpuyecka cTumynaums;
BCA, BHe3aneH cbpgeueH apecT; BCC, BHe3anHa cbpaeyHa cmbpT; BC,
BHe3anHa cMbpT; SMVT, npoabmkutenHa moHomopdHa KamepHa Ta-
xukapaus; VA, kamepHa aputmus; VF, KamepHo mbxaeHe; VT, KamepHa
TaxnkKapaus.

@ Knac Ha npenopbKuTe.

b Hugo Ha [OKa3aTeNCTBEHOCT.

€ Bb3 0cHOBa Ha KasikynaTtopa Ha pricka https:/Imna-risk-vta.fr/

d Bukre cneundunyHUTe Nnpenopbky 3a LMNA.

7.1.3.2.  ApummozeHHa 0eCHOKamepHa Kkapouomuonamusi

ARVC e HacnepacTBeHO 3abonsABaHe, XapakTepursnpaLlo ce ¢ ¢ou-
6p0o-MacTHO 3aMecTBaHe Ha MuoKapaa.®’? PasnpocTpaHeHneTo
Bapupa ot 1:1000 po 1:5000 nHamBMAA, C NpeobnazaBaHe Ha Mb-
xeTe cpepn npobaHauTe.?”! MauneHtnTte ¢ BCC/VF npuw nbpBoTO
U ABsiIBaHe OOMKHOBEHO Ca Mo-mMnagu (MeanaHHa Bb3pacT 23
[amana3oH 13-57]) B cpaBHeHMeE C Te3U, KOUTO Ce NPefcTaBAT C
SMVT (MeauaHHa Bb3pacT 36 roguHu [AnanasoH 14-78]).672

ARVC ce npuynHaBa OT NaTOreHHW MyTauumn B 4EeCMO30MHM
reHV 1 No-pALKO B He-AeCcMOo30MHU reHu. lMNpu TAX e nokasa-
HO FeHeTUYHO u3cnefBaHe 1 naeHTUOMLMpPAHETO Ha MyTauma
(Npn po 73% oT NpobaHAMTE) € OCHOBEH KpUTepWid 3a ANarHo-
3aT1a.''6%71 B 4-16% ce OTKpMBAT CbUYe€TaHW/OUIeHHN MyTauuu,
KOUTO Ca CBbp3aHu C NnoBuLeH puck oT VA B nmo-mnaga Bb3-
pact.872673 [leHeTPaHTHOCTTA Ha 3a60/ISIBAHETO NMPU POAHWHY OT
nmbpBa cTeneH e 28-58%,74675 koeTo e B noakpena Ha pefoBHa
KNMHUYHA OLeHKa NPU POSHMHUTE.

ARVC ce xapakTepu3upa ¢ npeobnagasawo K 3acaraHe.
PeBusnpanunte npes 2010 r. KpuTepun Ha MeXAyHapoaHaTa pa-
60THa rpyna 3a AnarHoCTrKa ce 6a3mpat Ha MynTUNapameTpuy-
Ha cTpaterua'® (Queypa 21). He e BK/lOYEHO XapaKTepuri3npaHe
Ha TbkaHuTe upe3 CMR . Bbnpeku ToBa, YecTo ce Habnoaasa
macTHa nHéuntpauma Ha K n JIK LGE (cbotBeTHO npun 29-53%
1 35,5-45% oT npobaHanTe) U MOXe Aa Ca Hanuue npeau nauu-
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Qurypa 21: TUNUYHU XapaKTepPUCTUKIN Ha apUTMOreHHaTa feCHOKaMepHa KapAroMMonaTua, CBbP3aHy C KaMepHY apuTMUN.
CMR, cbpaeyeH MarH1TeH pe3oHaHc; EKT, enekTpokapanorpama; JIBB, nsB 6efgpeH 6nok; K, aacHa kamepa; VT, KamepHa Taxu-

Kapaus.

€HTUTe Aia MOKPUBAT rosieMute o6pasHn Kputepun Ha paboTHa-
Ta rpyna.’’¢-578 Mpegnonara ce, ue NPOMEHWTE B ABMKEHMETO Ha
CTEHaTa, KaKTO 1 aHOMaNUMTE Ha CUrHana npegu/cnes KOHTpacT
noBuLWAaBaT AnarHocTnyHaTta TouHoct Ha CMR 3a ARVC.%7° Vpgen-
TMdUKALMATa Ha ABYKAMEPHO U NIAIBO AOMWUHAHTHO 3acsAraHe
npv naumeHTn ¢ ARVC80681 nogene Hanocneabk A0 Npeanoxe-
HVAA TEPMUH ,apUTMOTeHHa KapavnomuonaTisa”.682

M136srBaHeTO Ha HAaTOBAPBaHUA C BUCOK MHTEH3UTET Ce CUm-
Ta 3a NPEBaHTMUBEH MHCTPYMEHT MPU KAWHWYHO 3acerHati nauu-
eHTn ¢ ARVC c uen HamansaBaHe Ha pucka oT VAs 1 nporpecus Ha
3a605198aHeTO.5837%85 [lann cnopTHUTE OrpaHnyeHmns ca nones-
HW MPU BCUYKN HOCUTENN Ha MyTauusa 6e3 ekcnpecus Ha 3a6o-
NABAHETO, HE € OLEHABAHO B MPOCMNEKTUBHN KOXOPTU, HO N36Ar-
BAHETO HA CbCTe3aTesNIHY YNPaXKHEHWSA C BUCOKA MHTEH3WBHOCT

nsrnexga pasymHo.s86687 BCC n VA ce nosesBaTt Henponopuuo-
HasHO Mo Bpeme Ha $pU3nYecKo HaToBapBaHe MpU 3acerHaTmTe
nauueHTy, a MHPY3NATa C BUCOKa J03a M30MPOTEPEHON MOXE A
nposokupa PVT npu >90% ot nauneHtmte ¢ ARVC, KoeTo noa-
Kpens poniATa Ha CYMMATMKOBaTa CTUMYSAUnA 32 apUTMOreH-
HoCTTa.!>268868 Nany 6eTa-6nokepute Morat Aa npeaoTBpaTaT
crioHTaHHa VA o6aye e HesicHo. OrpaHnuyeHy faHHV NoACKasBaTt
MOTEHLMANHO NoJIe3Ha pPosisA Ha aTeHonon.5%°

7.1.3.2.1. Cmpamucgukayus Ha pucka.

Mpwv naunentn ¢ ARVC, npu kouto He e umnnantmpaH ICD, CA ce
cpewa npu 4,6-6,1%, fokato 23% OT nauneHTUTe Nosyyasart He-
daranHa SMVT npu cpegHo npocneasisaHe 8-11 roguHn.591-6%4
Jann SMVT e HenocpeACTBEHO MBOTO3acTpallaBalla, 3aBmcn



64

Mpenopbku Ha ESC

OT 6a3anHua Umkbn Ha VT, cbpheyHaTa GyHKUMUA 1 obcTonTen-
cTBaTa, Npu KouTo Bb3HMKBaA VT. Cpep naumeHTy C KaTeropmnyHa/
BepoATHa ARVC, cuntaHu 3a Bucokopuckosu 3a VA, 23-48% we
npeTbpnAT nogxoaawa nHTepseHuua 3a ICD npu cpegHo npo-
cnepagaHe oT 4,7 rognHu. B 16-19% ot cnyyanTe HamecaTa Ha ICD
ce 3apeiicTBa oT 6bp3a VT =250 bpm unu VF, 1 ce cunTa 3a ekBu-
BaJleHT Ha KMBOTO3aCcTpaLlaBalLo cbouTne.5%>-%% B ronama rpyna
oT 864 naumeHTn ¢ ARVC (38,8% c npeguwHa VA), 43% ca nmanmu
VT/VF npn meamaHHO npocneasasaHe ot 5,75 roguHy, HO camo
10,8% ca umanu NOTeHLMaNHO »NBOTO3aCcTpallaBaLLlo cbouTre.
Taka npu 3 ot 4 naumeHTn ¢ ARVC tepanusTta ¢ ICD e moTuBMpaHa,
HO MOXe fla He ce CcumMTa 3a XKMBOTOCNacABalla. ToBa e yMeCTHo,
Tl KaTo anropuTMnUTe U MOAeNnTe 3a NPOrHO3MpPaHe Ha puUcka
Ce OCHOBaBaT Ha KOMOVHMPaHN APUTMUYHU KPaHK TOUYKU, KOUTO
ce npupasHABaT YecTo ¢ ICD nokasaHusA 3a npefoTBpaTABaHe Ha
BCC. ToBa e 0cobeHo BaxkHO Npuv Mnaau nauymeHTn ¢ ARVC ¢ poxu-
BOTEH PUCK OT YCIIOXKHEHUA, CBbp3aHu ¢ ICD.59>6%9

Jlnncsat paHgommsnpaHu npoyusanua sbpxy ICD Tepanu-
ATa 3a BTOPMYHA NpPeBeHLA, HO BMCOKaTa YecToTa Ha MOTUBM-
paHa ICD Tepanus, npefn3BuKaHa ot 6bp3u envsoam Ha VT/VF
npu nauneHTn, umnnanHTupann cneg CA vnm VT ¢ nowa noHo-
CMMOCT, y6enTeIHO NofCKa3BaT nosi3a 3a NpPeXnuBAaeMocTTa oT
ICD.”® Mpwu naumeHTn, KOMTO ce NPeACTaBAT C XeMOANHAMNYHO
noHocuma VT, non3aTta 3a npexnsaemocTtTta ot ICD e no-manko
ACHa.91700-702 Y nenTnduuymnpareTo Ha nayneHtu ¢ ARVC B puck
oT BCC e TpyAHO, a AOKa3aTencTBaTa B NOAKPENa Ha PUCKOBUTE
dakTopyn 3a xKmBoTo3acTpalaBawn VAs ca orpaHmyeHn. Aput-
MUYHUAT CUMHKOMN e 61N npeguKkTop Ha nocnefBawy CbouTuA
npvi NoBeYeTo Cepumn naumneHTn ¢ gokasaHa ARVC (c6opeH HR
3,67; Cl 2,75-4,9)81696701.703 1y npy Te3m naumeHTV TpsA6Ba aa ce
B3eme npeasua ICD. OK n JIK ancdyHKUmA ca cBbp3aHn € No-Bu-
COK PUCK OT apnTMms.®>7%4 MpaHnYHKTE CTOMHOCTM Ca TPYAHM
3a onpefensaHe, HO NPV NaUMEHTU C mexka oucyHkyua Ha [K
(NnpomAHa Ha ¢pakuymoHHaTa nnow, Ha K <17% unu ¢pakuma
Ha n3TnackBaHe Ha [IK <35%) Tpabsa fa ce Bzeme npeasug ICD.
Mo cbwwma HaumH, naymeHTuTe ¢ ARVC cbC 3HaUMTENHO 3acAara-
He Ha JIK JTKN® < 35%) Tpabea aa 6bAaT nekyBaHM CbriacHoO
HacToAwmTe npenopbku nNpu OKMI, oTHacAwWwmM ce 3a MMnnaH-
TupaHeTo Ha ICD. Ima npoTnsopeunsm AaHHM 3a He3aBrUCMMaTa
NPOrHOCTUYHA cTOMHOCT Ha NSVT 3a nocnepBalyy NpoabIKy-
TENHW aPUTMUYHN CbOUTUA.59>6%6701 Mo cbluma HauvH, ponATa
Ha PES B cTpatudmkaumaTta Ha pucka, ocobeHo npu 6e3cumn-
TOMHU MaLUWEHTH, He e fobpe aeduHmpaHa.®?>%%67% B enna ce-
pvA, BKAOYBaLa NpeanMHO CMMNTOMHM NauuneHTr, NSVT, Kak-
TO 1 nonoxmTtenHata PES npepckassar no He3aBUCUM HAaUYMHU
APUTMUYHM CHOUTUA, LOKATO APYry CbOoOLLaBaT 3a HICKa Auar-
HOCTUYHA TOYHOCT.®® [IporHo3upaHeTo Ha prcka, 6asmpaHo Ha
e[lViH NapamMeTbp, He OTUYNTA NOTEHUMANHNA KOMOUHMPAH epeKkT
N B3ammopencTauata mexay ¢daktopute. CnefoBaTenHo, Bb-
npeKun nuncaTa Ha NoALbPXKaLLM JaHHW, Ta3U rpyna OT eKcnepTun
nogkpens, ye ICD Tpabga ga ce 06MMcn’%® npu naumeHTy cbe
cumnToMHa ARVC ¢ ymepeHa [K (<40%) n/vnn NIK gncoyHKuyma
(<45%), kouTto mmat uau NSVT, unu SMVT, nngyumpyema npu
PES. Hackopo 6elue pa3paboTeH BbTPELIHO BanuanpaH PUCKOB
mopen ot 528 nauuneHTn c notebpaeHa ARVC n 6e3 npeaxogHa
VA, KONTO BK/OYBa Bb3pacT, Non, aputmuyeH cuHkon, NSVT,
obpemeHaBaHe ¢ KEC, oTBexpaHuA ¢ uHBepcuAa Ha T-BbJiHa-
Ta 1 u3tnackeawa eppakuma Ha K, 3a fa ce npefckaxe scaka
npodsmxumesnHa VA ( c-uHgekc 0.77).8' B nonbnHeHue, mogen
3a NporHosmMpaHe Ha cneumduYHO XrBoTo3acTpawasawa VA
6elwe nonynapusnpaH Bb3 0CcHoBa Ha 864 nauuneHTn ¢ ARVC, ¢
NpeAnKTOPU, BKIIOYBALLM MbBXKM non, Bb3pacT, 6poi KEC 3a 24
yaca 1 oTBeX[aHnA C HBepcuA Ha T-BbnHaTa (c-uHaekc 0,74).7%2

Bbnpekun ToBa ca HEO6XOLMMM BanvAVpaLLM NPoyYBaHuWs, npe-
AV Te3n PUCKOBM Mofenw fa moraT fa 6baat npenopbyaH 3a
KNMHWYHA ynoTpe6a.

7.1.3.2.2. JleyeHue.
o 97,4% ot Bcnukm enuzopmn Ha VA npu peunnueHtr Ha ARVC
ICD ca SMVT. MHOro BUCOKUAT NPOLEHT Ha NpeKbcBaHe oT ATP
(92% OT BCMYUKM €Nn30/u), HE3aBUCUMO OT AbJIXKNHaTa Ha 6a3an-
HUA UMKbBN Ha VT, noaAbpXKa KaTeropmyHoO YCTPOMCTBA C Bb3-
MOXHOCT 3a ATP.5%8 S-|CDs HamansBar yCIOKHEHWATA, CBbP3aHN
C eNleKTpopa, 1 € AoKa3aHo, Ye epeKTNBHO NPEKBCBAT C WoK VA
B Manku KoxopTu naymeHTn ¢ ARVC npu KpaTKOCPOYHO nNpocie-
nasaHe.”%”

YecTo e HeOOXOAMMO AOMBAHNUTENHO JIeYeHUe 3a NOTUCKaHe
Ha VA. Bbnpeku ye He ca NOTBbPAEHMN OT KIIMHUYHW JaHHW, be-
Ta-6ro0KepuTe Cce NpenopbyBaT KaTo MbpBa INHWA Tepanus npu
CUMMTOMATUYHY NaLUEHTW.

HaHHuTe 3a AADs 3a npepoTBpaTABaHe Ha peunanBMpalla
VT ca orpaHuyeHn [o mMankm ob6cepBaLMOHHN MPOYUYBaHUA 1
pernctpu. Tepanuata ¢ AAD uma Kato Lano orpaHuyeHa edu-
KaCHOCT. Bbnpeku ye cotanonst e 6un epekTUBEH 3a npepo-
TBpaTABaHe Ha nHayuvpyema VT,7%8 Toil He e noTuCHaN KNMHNY-
HO 3HauMMK apuUTMUKN.99%7%8 JleyeHneTo ¢ ammogapoH UK Knac
1 nekapcTBa ce CBbp3Ba C TeHAEHLMA 3a NO-MaNiko peungmsm
Ha VT B cpaBHeHue cbc coTanon.”® [lobasaHeTo Ha dprekanHug
KbM 6eTa-6nokepun/cotanosn e nokasano nonsa B Manka Koxop-
1a.”'% KateTbpHaTa abnaums npeacTaBnasa anTepHaTuea. Abna-
LMATa Ha eHOKapAeH M afloBaHTEH enuKapaeH cybcTpar, ako e
HeobXxoAMMa, ce CBbp3Ba C obelyaBalla Npexneaemoct 6e3 VT.
MoTeHUManHUTe NpouesypHU PUCKOBE, CTPaHWYHUTE edeKTn
Ha NekapcTBaTa U NpeanoyMTaHMATa Ha nauveHTa TpAbsa fa
6bpat B3eTu Noj BHUMaHue.*82

MpenopbKkn

Ta6bnuua 29: [MMpenopbkM 3a AMArHOCTUKA, CTpaTu-
duKkauuna Ha pucKa, NnpeBeHUNsA Ha BHe-
3anHaTa cbpAieyHa CMbPT 1 fleyeHne Ha
KaMepHuUTe apuTMuUmn Npu apuTMoreHHa
AecHoOKamepHa KapanomMmuonaTtnsa

Mpenopbkn Knac? Hueo?

[inarHoCcTUYHa OLeHKa 1 06K NpenopbKN

Mpy nauneHT cbc cbmHeHne 3a ARVC, CMR ce
676-678 1 B

npenopbuyBa.

Mpy nauneHTN CbC CbMHEHWE WM KaTeropuyHa

anarHosa ARVC, ce npenopbyBa reHeTUYHO KOH- | B
cynTupaHe 1 nscnepgane.%’2673

MN36arBaHeTo Ha HAaTOBAapBaHUA C BUCOKA UHTEH-
31BHOCT® Ce NpenopbyBa Ce NPy NaLVEeHTN C OKOH- | B
yaTtesiHa AMarHosa ARV(.683-685

M36ArBaHeTO Ha HaTOBapBaHWUA C BMCOKA WNHTEH3UB-
HOCT® MOXe [1a Ce IMa NPeaBIA NPY HOCUTENI Ha CBbP- 11b C
3aHu ¢ ARVC natoreHHn myTaumm 6e3 <1><3Ho1'|/|n.683'687

BeTa-610KepHa Tepanusa MOXe Aa ce MMa Npeasua

11 C
nNpu BCUYKM NaLUeHTH € AoKa3zaHa amarHo3a ARVC.

CrpaTnduKauma Ha pucka n NbpBUYHa npeBeHLMA Ha BCC

Tpﬂﬁaa Aa ce B3eMe npeasuna MMMiaHTMpaHe Ha

ICD npu naymeHTn ¢ gokaszaHa ARVC n aputmmyeH [IF] B
CUHKon,696,701,711-713

MmnnanTupaHe Ha ICD TpabBa fa ce B3eme npea-
BUA NPW naumeHTn ¢ notebpaeHa ARVC n Texxka RV lla C
wnun JIK cuctonHa ,ql/lCd)yHKLll/Iﬂ.675’691

Mpodwsixasa
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lMpodwxeHue

MmnnanTupaHe Ha ICD Tpabsa pa ce B3eme npef-
BUA MPW CUMNTOMHU® MauLMeHTU C MOTBbPAEHA
ARVC, ymepeHa AACHa Uan neBokamepHa ANCHyHK- lla C

uma n NSVT unu nHgyumpyemoct Ha SMVT npwu
PES.695,696,701,703,705

Mpu naumeHTn ¢ ARVC 1 cnHO NoAo3puTenHn 3a
VA cumnTomn, moxe aa ce uma npepsug PES 3a IIb C
cTpaTuduKaLma Ha pucka.59>79

BTropuuHa npodunaktuka Ha BCC n neueHune Ha VAs

Mpenopbusa ce mnnaHTpaHe Ha ICD npu nauwn-
eHTn ¢ ARVC 1 xeMoanHaMUUYHO HenoHocuma VT | C
vnm VF.700

Mpwn nauneHtn ¢ ARVC 1 HenpoabmIKUTENHN UK
npogbmxkutTenHn VAs ce npenopbusa Tepanusa C 1 C
6eTa-6nokep.

Mpw nauneHTn ¢ ARVC n peumamnBrpaLiy, CAMATOM-
HY SMVT unnwn ICD wokoBe 3a SMVT Bbnpekn 6eTa-
6rnokepute, TpA6Ba fa ce B3eMe NpefBUA KaTeTbp-
Ha abnaLua B crieLuanusnpam Lentpose, 82709714

lla C

Mpu nauymneHTy ¢ ARVC ¢ nokasaHue 3a ICD Tpsa6Ba aa
ce B3eme npefBug yCTPONCTBO C Bb3MOXHOCT 3a MPo- lla B
rpamupaHe Ha ATP 3a SMVT o BUcOKHM yectotn.9%

MmnnantupaHeto Ha ICD TpsabBa fa ce B3eme
npeasua npu naumeHTn ¢ ARVC ¢ xeMogMHaMUYHO lla C
noHocnma SMVT.%92

Mpwn naunenTn ¢ ARVC 1 peunamerpatla, CMMNTo-
MaTuuHa VT, Bbnpeku 6eta-6iokepute, Tpsabsa aa lla C
ce B3eMe npeaBuj fneyeHve ¢ AAD.709.710

Mopxop npn poaHMHM Ha naymeHT c ARVC

[pu pogHMHa OT NbpBa NMHKA Ha naumeHT ¢ ARVC | c
ce npenopbysaT EKI n eXOKap,qmorpama.675

AAD, aHTMapuTMnyHo nekapcteo; ARVC, aputmoreHHa gecHoKamepHa
Kapauomuonatua; ATP, aHTuTaxnkapgHo nencupare; CMR, cbpaeveH
MarHuTeH pesoHaHc; EKI, enektpokapaunorpama; ICD, nmnnaHtupyem
KapavosepTep aedubpunatop; JIK, nasa kamepa; NSVT, Henpoabnxu-
TeslHa KamepHa Taxukapaus; PES, nporpammpaHa enekTpuyecka cTu-
mynaums; K, pacHa kamepa; BCC, BHe3anHa cbpaeyHa cMbpT; SMVT,
npoAbKUTENIHa MOHOMOpPdHa KamepHa Taxukapausa; VA, KamepHa
aputmua; VT, KamepHa Taxvkapauva.

2 Knac Ha npenopbKuTe.
b Huo Ha fokasaTencTaeHoCT.
¢ Npenopbku Ha ESC 2020 r. 3a cnopTHa Kapanonoris U ynpaXHeHNs
npv NAaUMEHTN CbC CbPAEYHO-CbAOBM 3a60NABaAHUA.
MpecnHKon nnn cbpuebrieHe, Hacousawm Kbm VA.

7.1.3.3.  XunepmpocguyHa kapouomuonamus
XKMI ce xapakTepuavpa ¢ yBenunyeHa febennHa Ha CTeHaTa Ha
JIK, KoATO He ce 06ACHABa C NPEKOMEPHM YCNIOBMA Ha HaToBap-
BaHe (KaTo XMMepTOHUA WK KranHo 3abonsasaHe).'?®”"> Tbii kaTo
ecTecTBeHaTa UCTOPUA U NNeYeHNETO ce pa3nmnyaBaT B 3aBUCUMOCT
OT nofnexatata etmonorus Ha JIKX, gmarHoctnyHata obpabotka
€ OT MbPBOCTENEHHO 3HaueHue (BX. Pasodesn 7.1.3.5) n Bkntousa CMR
U reHeTUYHO n3cnegsaHe.” 872> XKMI 061KHOBEHO ce MprunHABa
OT MyTaLMA C aBTO30MHO AOMMHAHTHO yHacneAABaHe, KoeTo Nnop-
Kpena CbpAeYHMA CKPUHWHE NPV POAHUHW OT MbpBa CTerneH, yc-
NOPEeAHO C FeHETUYHO M3CNIeABaHe NpU NHAEKCHWA nauyeHT. Cap-
KOMepHa reHHa myTauusa ce naeHtudmumpa B 30-60%, Haln-uecto
npy NaumeHTn, KOUTO Ca NO-M/aAy B MOMEHTA Ha MOCTaBAHe Ha
AMarHo3ata v ca ¢ pammiHa aHamHesa 3a XKMI.646722
M3uncneHoTto pasnpoctpaHeHne Ha XKMI npu Bb3pacTHu e
1 Ha 500.7?° [pu geuaTa pasnpoCTPaHEHNETO € MHOTO MO-HICKO.
lognwHaTa cMbPTHOCT, cBbp3aHa ¢ XKMI, e 1-2% B noseye-
TO NPOYYBaHWA NPU CbBPEMEHHUTE CTpaTernn 3a neyeHne'?8715

1 Moxe fa 6bae olle no-HucKa, 0,5%.7? foguiiHaTa YecToTa Ha
BCC npwn nogxogawa ICD tepanua e okono 0,8%, HO fo ronAma
cTeneH 3aBUCK OT Bb3pacTTa U puckosua npodun.8>728-730 Ma-
umeHTr ¢ XKMIT ca n3n0oXeHun Ha pUCK OT CbpAeyHa HeoCTaTbuy-
HocT, MM 1 nHcynT.?8715 NoBeueTo CMBPTHY Cllyyan, CBbP3aHn
¢ XKMIT Ha Bb3pacT <60 roanHn, HaCcTbnNBaT BHE3aMNHo, fOKaTO
no-cTapuTe NaUMeHT yMUPAT NO-YeCTO OT UHCYNT AN CbpAaeY-
Ha HepocTaTbuHOCT.”! BCC yecTo e cBbp3aHa ¢ VA, KOATO Moxe
fa 6bae cneacTBme OT UCXeMUA, OOCTPYKLMA Ha U3XOOHNA TPAKT
Ha naBaTta Kamepa (LVOT) unu HagkamepHu aputmumn. BCC moxe
Cblo fa 6bhe npeansBrKaHa OT HaTOBapBaHe M yyacTNeTo B
CbCTe3aTeNHM CrnopToBe ce obesKypaxasa.’>? Bbrnpekn ToBa,
nocnefHnTe AaHHW NOKa3BaT, Ye JOPU NHTEH3UBHUTE HATOBAp-
BaHUA Npu nauyneHTn ¢ XKMI 6e3 prckoBu Mapkepu Moxke fia He
ca cBbp3aHm ¢ VA.733734

7.1.3.3.1. Cmpamucgukayus Ha pucka u Nep8uU4YHA NpeseHyus Ha
8He3anHama copoevyHa cMespm.

Mpy MbpBMYHaTa NpeBeHLMs, BCe OLLe e NpeAr3BUKaTeNCTBO Aa
ce naeHTdULMpPa CPaBHUTENHO MasikaTa rpyna nauueHTu ¢ Hai-
BurcokK puck ot BCC. NSVT c HenpekbcHaTo (24/48 h) ambynaTopHo
EKI MmoHUTOpUpaHe ce oTkpurBea npu 20-25% ot nauyuneHTuTe,'?8715
HelHoTO pasnpocTpaHeHMe HapacTBa C Bb3pacTTa M CbOTBET-
CTBa Ha febenunHaTta Ha cTteHata Ha JIK u LGE npu CMR.716-721.735
MporHoctnyHata ctomHocT Ha NSVT 3a BCC e no-BaxHa npwu
Mnagu naumeHtu (<30 roamum).’> Bpb3kata MEXAY NPOSbIKN-
TENIHOCTTa, YyecToTaTa Ha M3ABa UKW CbpheyHaTa yecToTa npu
NSVT v nporHo3ata npu XKMI ocTaBa HesicHa.”>® [lokymeHTupa-
HaTa NSVT no Bpeme Ha TecT C HaTOBapBaHe e MHOro pAfKa, HO
e CBbp3aHa € No-Bucok puck ot BCC.7?? bsaxa ngeHtuduLmpaHu
LOMBJIHUTENHN PUCKOBU daKTopu 1 bele pa3paboTeH co6op 3a
cTpaTuduKauma Ha 5-roguiuHna puck ot BCC, BKNtouBaly cegem
¢dakTopa (Bb3pacT, AebennHa Ha cTeHaTa Ha JIK, pasmep Ha LA,
rpaguneHT B LVOT, NSVT, Heo6sCHMM CMHKON U daMuSiHa aHamHe-
3a 3a BCC)® (HCM Risk-SCD: https://doc2do.com/hcm/webHCM.
html) n BbHWHO Banuanpan.8572872% Kaskynatopst He e npeg-
Ha3HayeH 3a U3non3BaHe Npu eNUTHY CNOPTUCTI WA NPU n1ua
C MeTabonUTHN NN NHGUATPATVBHM 3ab60NSBAHWSA, UK Clieg MU-
EeKTOMMA VNN CNief allkoXoJHa cenTanHa abnauyua. 8

JonbaHutenHn dakTopy, KOUTO He ca BKOYEeHN B Mofena
Risk-SCD, TpsabBa CblWo fa ce MMaT NpeaBua Npu naumneHTn ¢
MEXIAVHEH UNIM HUCHK M3YMCIIeH pucK, BKtounTenHo JIK cnc-
TONHa ANCPYHKLMSA, BbPXOBa aHeBPM3Ma, eKCTeH3uBHO LGE npu
CMR v Hannuuve Ha egUHNYHN UK MHOXECTBEHWU CapKOMepHU
myTauumn (Queypa 22).716717722736-739 EkcteHsnBHoTO LGE npwu
CMR, pedunHupaHo Kato >15% o1 macaTta Ha JIK, ce pasrnexga
KaTo fob6bp npeaukTop 3a BCC npu Bb3pacTHW. MparoseTe oba-
Ye MOXe fAa ca TPYAHM 3a U3MNON3BaHe, Tbil KaTo KONMYECTBEHO-
TO onpepgensHe Ha LGE 3aBucm ot nonyyenns obpas npu CMR,
BMAA W KONIMYeCTBOTO Ha KOHTpacTa.

MepuognyHaTa NpeoLeHKa e 3afb/mKUTENHA KaTo YacT oT
JIOHTUTYAMHANHATa OLeHKa Ha naumneHtute. VA, npeamn3BrkaHa
ot PES, ce cuuTa 3a HecneunduyHa, BbNpeKn Ye ca AoKNaaBaHu
NpoTUBOpeUnBY pesyntarun.’40741

Mpw peuata MMale Manko AaHHM 3a MbpPBUYHA NpeBeHLus
[0 HEeOTAABHALIHOTO pa3paboTBaHe Ha CKOPOBE UM CBbP3aHM C
TAX Kankynatopu Ha pucka.®3# Ckopbt HCM Risk-Kids®* 6ewe
pa3paboTeH M BbHILHO BanuaupaH,’* crneuwanHo 3a geua c
XKMI (1-16-roguniuHa Bb3pacT) 1 BKIOUBA HEOBACHMM CUHKOM,
MaKcvMManHa gebenvHa Ha cteHaTa Ha JIK, ronam gnameTbp Ha
NIABOTO NpeAcbpane, HUCHK rpagueHT Ha LVOT n NSVT (https://
hcmriskkids.org). 3a pa3nuka oT Bb3pacTHUTE, BK/OUYBAHETO Ha
Bb3pacT 1 daMmiHa aHaMmHe3a 3a BCC He nopobpu edpekTmB-
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®urypa 22: TUNWYHY XapaKTEPUCTUKIM Ha XMNepTPodUUHA KapAMOMMONATMIA, CBbP3aHa C NPOAbIXKMTEIHA MOHOMOPdHA Ka-

MepHa Taxnkapauna.

CMR, cbpaeyeH marHuTeH pe3oHaHc; EKI, enektpokapaunorpama; LGE, KbcHo ragonuHueBo ycunsaHe; JIK, nesokamepeH; [16b,

JeceH 6egpeH 6nok; VT, KamepHa TaxvKapaus.

HOCTTA Ha neguaTpuuHmAa mogen. MNaumeHTn ¢ npeaxogHa VF
unu npoabsxutenHa VT, ¢ U3BECTHM BPOAEHN MPELKN Ha Me-
Tabonusma 1 CMHAPOMHM NpuYKHK 3a XKMI 65xa N3KItoYeHn.
MporHocTnyHaTa cTonHOCT Ha LGE npu geua e no-cnabo gedu-
HUPaHa, Makap 4Ye MMa JOKNaABaHy NpeaBapuTeNHN AaHHN. 4

7.1.3.3.2. JleqeHue 3a npedomepamsAsaHe Ha peyuous Ha KamepHa
apummus.
MaunenTn, npexmnsenn CA nopagu VT/VF unn xemoguHammnyHo
HernoHocuma VT, ocTaBaT € BUCOK PUCK OT Obella XK1BOTO3a-
cTpawasaua VA 1 we umart nonsa ot tepanus ¢ |CD.128.744-746
Hama RCTs Ha XKMI1 nnn KOXOpTHW NpoyyBaHuUs, NoakKpe-
NAWM CUrHUPMKAHTHA PONA Ha NleKapcTBaTa 3a NpeBeHuns Ha

BCC.122715747 AMmnopapoH moxe aa Hamanu VA, Ho € npoTuBope-
UMBW PE3yNTaTV MO OTHOLWEHVE Ha NpeBeHuuATa Ha BCC.747748
Ousonvpamngbt 1 6eTta-6nokepute ca eheKTMBHM 3a KOHTPO-
NiMpaHe Ha cumnTomuTe 1 06CcTpyKumaTa Ha LVOT, Ho HAMa po-
KasaTencTBa, ue Hamanaeat pucka ot BCC.'27'5 Mo cbuwms Ha-
UMH He ce NPenopbYBa XMPYPrmiHa MUEKTOMUSA UK aNKOXOMHA
abnauua ¢ uen HamansaBaHe Ha pucka ot BCC npu nauveHtu ¢
06cTpyKkuua Ha LVOT.'28715 Cneg mnnaHtupaHe Ha ICD 3a nbp-
BUYHA WM BTOPUYHA NPOGUNAKTIKA, Ha-4eCTUAT AOKYMEHTN-
paH noatmn VA e SMVT, a ATP e ycnelwueH npu 69-76,5% ot BCny-
K1 ennsoan.”*~7>! Bbnpeku ye nUnceaTt AaHHN 3a edpuKacHOCTTa
Ha nekapcteata, AADs (6eTa-6510kepu, aMMOAAPOH, COTanon,
610oKepy Ha HaTpueBUTe KaHanim) TpAbBa Aa ce MMaT npeasusg
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npv naumeHTy ¢ XKMI cbe cumntomHa VA, KaTeTbpHa abnauyms
MOXe [la ce UMa NnpeaBuAa Y Npu CTPOro NoAbpaHn NauneHT ¢
XKMIM n SMVT, npun konto AADs ca HeepeKTMUBHW, MPOTMBOMO-
KasaHu UNn HEMOHOCUMMU, TbIl KaTo pe3ynTaTbT cnep abnauyma
€ Mo-oLW B CPaBHEHME C APYTY HEUCXEMUYHU €TNONOTIn. 22754

Mpenopbku

Ta6bnuua 30: lMpenopbKu 3a cTpaTnduKauma Ha pucka,
npepoTsBpaTABaHe Ha BHe3arnHa cbpaeyHa
CMBPT N Jle4eHNe Ha KamepHu aputMmuun
npu xunepTpoduyHa KapanommnonaTna

Mpenopbku Knac® Hugso®

[narHocTUYHa OLeHKa 1 06 NpenopbKN

CMR ¢ LGE ce npenopbuBa npu naumneHTn ¢ XKMIM
716-718 1 B
3a iarHoCcT4Ha obpaboTka.

[eHeTUYHOTO KOHCYNTVpPaHe 1 n3cneaBaHe ce npe-
., 721-725 | B
pbuBa npu nauneHTn ¢ XKMr1.

YyacTmeTo B HaTOBapBaHWA C BUCOKA WHTEH3UB-
HOCT MOXe Aa ce B3eme npeasuf npu 6escumn-
TOMHV Bb3pacTHY nauneHTn ¢ XKMI 6e3 prckosu
mapkepu.’33

Ilb C

CrpaTnduKaumsa Ha pucka u NbpBuUYHa npodunakTuka Ha BCC

Mpenopbusa ce 5-rognwHuAT puck ot BCC pa ce
M34NCAM NPY MbpBaTa OLieHKa U Ha MHTepBanu oT
1-3 roAnHW, AN Korato MMa NPOMAHA B KAVHWY-
HUA cTaTyC.

MmnnanTayua Ha ICD Tpa6Ba aa ce B3eme npeasua
npv NayMeHTN Ha Bb3pacT 16 uin noseve rogviHn lla B
C V3UMCNEH 5-roauLlieH prck ot BC >69%.58%728:729

MmnnanTtupaHe Ha ICD TpabBa pa ce B3eme npep-

Bua npu nauyneHTtn ¢ XKMI Ha Bb3pacT 16 nnn no-

Beue rofuHN ¢ MexanHeH 5-roguwen puck ot BCC

(=4 po 6%)c n ¢ (a) 3HaumTenHa LGE npn CMR (06uk-

HoBeHO >15% ot JIK maca); unu (b) JIKU® <50%; nnn lla B
(c) naTonornyeH OTroBOp Ha KPbBHOTO HansraHe

no Bpeme Ha TecT ¢ HaTOBapBaHed,’ vnu (d) JIK Bbp-

XOBa aHeBPU3Ma; unu (d) Hanmure Ha capkomepHa

naToreHHa mytauma.’16717722,736-739

Mpu geua Ha Bb3pacT nof 16 rogmHu ¢ XKMI n
n3uncneH 5-roguweH puck ot BC >6% (Ha 6a3aTa
Ha XKMI Risk-Kids ckop®), Tps6Ba aa ce obmucnn
yMnnaHTpate Ha ICD.84742

MmnnanTtupaHe Ha ICD moxe ga ce obmucav npu
naumeHTn ¢ XKMI Ha Bb3pacT 16 nnu noseye ro-

OVIHU C u3uncneH 5-roguwen puck ot BCC =4 no
<69%,.6:85/728,729

Iib B

MmnnaHTnpaHe Ha ICD moxe ga ce uma npeasug
npu nauymeHtn ¢ XKMI Ha Bb3pacT 16 nnu noseye
FOAVIHU C HACHK M34mncneH 5-roguweH puck ot BCC
(<4%) 1 cbe (a) 3Haunm LGE npu CMR (06ukHoBe-
HO >15% oT JIK maca); unu (b) LVE <50%; nnu (c) JIK
anuKasHa aHepuama.’ 16717,722,736-739

1Ib B

BropuuHa npodunaktmka Ha BCC n neueHune Ha VAs

MmnnanTupaHe Ha ICD ce npenopbyBa Npu nauu-
eHTn ¢ XKMIT ¢ xemoagnHamn4Ho HenoHocuma VT 1 B
unu VF.744-746

Mpwu naymeHT ¢ XKMI ¢ XeMOAMHaMNYHO NOHOCK-
Ma SMVT Tpa6Ba fja ce B3eme Npeasua NMnnaHTu- lla C
paHe Ha ICD.

Mpu nauvenTn ¢ XKMI n peunamnsmpalla, cummn-
TomHa VA unu peyunavsupatia ICD Tepanus, TpA6- lla C
Ba Aa ce B3eme npeasuma neyenuve c AAD.

Mpodwxasa

lMpodwvxeHue

KateTbpHa abnauusa B cneumanvavpaHy LeHTpoBe

MOXe fja ce MMa NpefBug Npuv 136paHy naLmeHTmn ¢

XKMIN v nosTapAwy ce, cumntomatyHm SMVT unun I1b C
ICD wokose 3a SMVT, npu kouto AAD ca HeeeKTVB-

HY, NPOTMBOMOKa3aHM WA He ce Tofiepupar.’>>7>4

NMoaxoa npu poaHMHM Ha nauueHT ¢ XKMIN

Mpu pogHUHa No NbpBa NMHWA Ha NaumneHT ¢ XKMT

| C
ce npenopbuBat EKI n exokapgrorpama.

AAD, aHTnapuTMmyHo nekapctBo; CMR, cbpaeyeH MarHUTeH pe3oHaHc;
EKT, enektpokapauorpama; XKMI, xunepTpoduryHa KaparommonaTtus;
ICD, nmnnaHTpyem Kapguoseptep aedunbpunatop; LGE, KbcHO rapo-
nuHueso ycuneaHe; JIK, naBa kamepa; JIKU®, neBokamepHa n3Tnacksa-
wa ¢pakuusa; BCC, BHe3anHa cbppevHa cmbpT; BC, BHE3anHa cMbpT;
SMVT, npogbnxxutenHa moHomopdHa KamepHa Taxukapaus; VA, kamep-
Ha apuTmusa; VF, KamepHo mbxaeHe; VT, KamepHa Taxukapansa.

@ Knac Ha npenopbKuTe.

b Hugo Ha nokasatencTeeHocT.

©Ha 6a3ata Ha HCM Risk-SCD: https://doc2do.com/hcm/webHCM.html
¢ JedunHnpa ce KaTo HEBH3MOXKHOCT 3a NOBULIABAHE Ha CUCTONNYHO-
TO HanAraHe c Ha-manko 20 mmHg oT NOKOW A0 NMKOBO HaToBapBaHe
nnmn cnag ¢ >20 mmHg oT NMKOBOTO HanAraxe.

€ Ha 6a3ara Ha puckosus ckop 3a XKMIT npu geua: https://hcmriskkids.org

7.1.3.4. HekomnakmHa nasa kamepa
LVNC BkntouBa xeTeporeHHa rpyna sabonsaaHus. [lnarHosara e
TPpyAHa 1 Ca NPeAsIoXeHN PasfnyHM AUArHOCTUYHN KpUTEpPUN.
Mon3aTta OT reHeTMYHUTE TECTOBE MPU UHAEKCHWTE NaUMEeHTH e
HMcKa.”>

MopdonornyHmaT GeHoTMn HEKOMMAKTHOCT Ha 6a3aTa Ha
napameTpu nNpu n3obpasaBaHe MOXe Aa ce NPOABU 1 NpU 3apa-
Ba nonynaums.”>®

MeTta-aHanus, Bkntoysawy 2501 nauneHTn ¢ LVNC, pa3kpusa
PUCK OT CbpfleYHO-CbA0BA CMBPTHOCT, NOA06eH Ha TO3U Npu na-
umeHTu ¢ IKMIM, 6e3 Bpb3Kka CbC CTeMNeHTa Ha Tpabekynauyms.”>’
CMR-6a3upaHo oTKprBaHe Ha ¢doKanHa ¢prnbposa c nomoLlTa Ha
LGE B LVNC cbc 3ana3eHo M3TNackBaHe e 6uo CBbp3aHO CbC
CEPUO3HU CbpAeUHN CbOUTUSA (NpekbcHaTa cmbpT, ICD Tepanus,
cbpAeyHa TpaHcnnaHtauma [HTX]/LVAD) B opyr meTa-aHanms,
BKMtouBalLy, 574 nauynentn (OR 6.1; CI 2.1- 17,5; P <0,001).7°8 Kom-
6uHaumata oT CMR KpuTepnn CbC CUCTEMHa FreHOTUNM3auuA
MOXe 1a Ipeofosiee HaCTOALWNTE HECUTYPHOCTU MO OTHOLLEHNE
Ha pucKoBara cTpatuduKkauma.’

Mpenopbku

Ta6bnuua 31: MpenopbkM 3a MMNNAHTUPaHe Ha UM-
nnaHTMpyem KapgauoBepTep aedubpu-
natop npu HeKOMMNaKkTHa fiiBa Kamepa

Mpenopbkn Knac® Huso?

Mpw nauyneHTn ¢ peHotun Ha LVNC kapgrmomrona-

TMA Ha 6a3ata Ha CMR wnu exo-kapguorpadus,

TpsAbBa fa ce B3eme MpeABuA UMMAaHTMpPaHe Ha lla C
ICD 3a nbpBuYHa npodunakTrka Ha BCC, 3a pga ce

cnepBat npenopbkuTe npu AKMMN/XHOKMIT.

CMR, cbpaeyeH MarHuteH pesoHaHc; JKMI, gunataTvBHa Kapanomm-
onatua; XHOKMI, xunoknHeTMyHa HeamMnaTaTMBHa KapAnMoMuonaTus;
ICD, umnnaHTupyem Kapaunoseptep aedpubpunatop; LVNC, HekomnaKT-
HOCT Ha nABaTa kamepa; BCC, BHe3anHa cbpaeyHa CMbPT.

@ Knac Ha npenopbKuTe.
b Hugo Ha gokasatencTeeHocT.

7.1.3.5.  PecmpukmusHa kapduomuonamus
QeHOTUNDBT pecTpuKTMBHaA KapanomuonaTtua (RCM) e pagbk
1 Moxe fa 6bae pe3ynTaTt Ha PasNNYHM €TUONOT N, BKITOUN-
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Ha ICD
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®urypa 23: AnropuTbM 3a CTpaTUdMKaLMA Ha PUCKa, NPeBEHLMA Ha BHe3amnHaTa CbpAeyYHa CMbPT 1 JleYeHre Ha KamepHaTa

apUTMUA NPV MUOTOHNYHA ANCTPODUA.

AV, atproBeHTpuKynapeH; BBR-VT, 6egpeHa pueHTpy kKamepHa Taxukapansa; CMR, cbpfeyeH MarHuTeH pe3oHaHc; EP, nHBasms-
Ha enekTpodunonornyHa ouexka; HV, nitepsan His-kamepa; ICD, umnnaHtupyem Kaparoseptep aedubpunatop; LGE, kbcHo

ragonMHneBO yCunBaHe; VT, KaMepHa Taxukapgua.

2 CHKOM WJIN NannuTaLum, CUITHO CYCMEKTHM 3a apUTMUYEH NPOK3X0A,.
b CnoHTaHeH AV 6510k: TpeTa CTeneH Unm BucokocteneHeH AV 610K BTopa CTeneH.
¢ ®akTOpY B MoJI3a Ha UMMaHTMpaHeTo Ha ICD: Bb3pacT,>®'! paswmperne Ha CTG,%? 316 pHesanHa cvbpT (BC) nnm damusHa

aHamHe3a 3a BC,® HapyweHnus Ha EKI npoBogumoct,'® yabkaBaHe Ha PR,' nsaB 6eapeH 6510K,” npeacbpaHu aputmmi,®'® Hen-
pogbkuTenta VT, JIK gucdyHkums,'” 3Haunma LGE npu CMR.141518

d lonbnHuTeneH nogxop cnopea pesynTaTa oT oleHKaTa Ha EP.

TeNHO NHOUNTPATVBHY Pa3CTPOCTBa (Hamp. amnnongosa) u
6onecT Ha HaTpynBaHeTo (Hanp. 6onect Ha Andersen-Fabry),
NAEHTMOULMPAHETO Ha KOMTO € OT pellaBallo 3HayeHve 3a
pbKoBOAeHe Ha TepanuaTa. CbpheyHaTa He[OCTAaTbUHOCT

€ ednH OT BogewmnTe CMMNToOMM Npn NbpBUYHA N BTOPUYHa
RCM.760

Mpw 6onectTa Ha ®abpu No-rofamaTa YacT OT JOKNALBaHU-
Te CbpAeYHO-CHAOBY CMbPTHU C/lyYam Ca KaTeropmsmpaHm Kato
BCC B ckopolueH cuctematnyeH npernes Ha 13 npoyusaHus,
BKMouBaLLm 4185 naumeHTn.”®’ Mo-BMcoKaTa Bb3pacT, MbKKUAT
non, JIKX, LGE n NSVT ca ngeHTUdpnUmMpaHn Kato noTeHumnanHm
puckoBu $pakTopu, cBbp3aHu cbc BCC cbbuTtus. Bbnpekn ToBa,
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yectotute Ha BCC ca goknageaHu camo B 11 OT NpoyyBaHuA-
Ta, BKAOUYBAWM 623 nauneHTU. PeTpocnekTUBHUAT, obcepBa-
LMOHEH XapaKTep Ha NOBEYeTO OT Te3u Manku, eAHOLEHTPOBU
NPOYYBaHUA W HUCKUAT abconoTeH BpPoi CbpAeYHO-CbAOBY
CcMbpTHU cnyyan (36/623) n BCC (30/623) noHacToALemM He Mnos-
BOMIABAT MNPENOPbKM 3a MbPBUYHA NPEBEHUMA C UMMNAHTPaHE
Ha ICD.”®' AMunonao3a moxe fa 6be NPUYMHEHA OT Pa3SINYHN
HemnpaBWIHO HarbHaTW MPEKYPCOPHW MPOTEWHM, BOAELM A0
OoTnaraHnA B TbKaHuTe 1 opraHuTe. CbpaeyHata amunongosa e
CBbp3aHa rMaBHO C NIEKO-BEPVIXKEH aMUNTOVA U TPAHCTUPETU-
HoB amunong. MNocnegHUAT Moxe fa 6bae pas3geneH Ha AmB TUn,
HapuWyaH CbLLO CEHUSIEH aMUSIOWA, MO-YeCTO YC/IOKHEH OT 3a-
6aBaHe Ha AV NpoBOAMMOCTTa 1 NPeACbPAHM apUTMUN, 1 aMU-
nonga, gbaxaly ce Ha natoreHHu mytauum B TTR reH. Mpoasute
Ha 3a60NABaHeTO 3aBUCAT OT MyTauuATa. Bbnpekun Hanpeabka
B JIeYEHNETO Ha aMUoNAHaTa IeKo-BEPUXKHaA aMUIIon03a, 13-
XOAbT BCE Ole e NIOW NP NauMeHTN ¢ MaHNPECTHO CbPAEYHO
3acAraHe.”®? MpuumHMTe 3a CMbBPTTa Ca Nporpecupaiia cbp-
[leYHa HefoCTaTbYyHOCT, aBTOHOMHA ANCOYHKUMA 1 enekTpo-
MexaHuyYHa avcoumauma.’®>’% Monsata OT UMNNAHTUPAHETO Ha
ICD 3a nbpBrYHa NpodunakTKa Npu nauneHTn cbC CbpaeYHa
amunonao3sa e HecurypHa. MoHactoswem ICD Tpabea aa ce ma
npeasug Npy NaumeHT C XeMOAWHAMWYHO HernoHocuma VT
cnep, BHAMATEIHO 06CbXAaHe Ha KOHKYPEeHTHUTE pUCKOBE OT
HeapuTMUYHA CMBPT U HECbPAEYHA CMBPT.

Mpenopbku

Ta6bnuua 32: [MpenopbKy3a MUMMJIAHTVIPaHe HA MIJIaH-
TUpyem KapauoBepTtep paedubpunarop
npu NayMeHT CbC CbpAeyHa amuaonposa

Mpenopbkn Knac?® Huso®

ICD Tpsab6Ba Aa ce B3eme NpeaBuA NPV NauneHTn ¢
neKo-BepuXHa amnIona03a nian CBbp3saHa C TpaH-
CTUPETUH CbpAeYHa aMUIoNA03a 1 XeMOANHaMNY-
HO HeTonepupaHa VT.

lla C

ICD, nmnnaHTUpyem KapavosepTep gedubpunatop; VT, KamepHa Taxu-
Kapawus.

@ Knac Ha npenopbKuTe.
b Hugo Ha [OKa3aTeNcTBEHOCT.

7.1.3.6. HespomyckynHu HapyweHus

Anroputbm 3a CTpaTudMKaumus Ha pucka, npeseHuns Ha BCC
1 neyeHne Ha VAs npu MMOTOHMYHA ANCTpodMA e npeacTaBeH
BbB Queypa 23.

ApuUTmMuUnTE Ce cpeLaT YecTo 1 YecTo ca MbpBaTa NpPosBa Ha
HEBPOMYCKYSTHI HapyweHua.”** MnotoHnyHaTta auctpodus e
Hal-4yecTo cpeLlaHaTa MycKynHa auctpodus npu Bb3pacTHOTO
HaceneHue (pasnpocTtpaHeHme 1 Ha 8000). MMoTOHMYHaTa gu-
cTpoduA e pe3ynTaT OT NOBTapALLa Ce TPUHYK/IeOTUAHA eKCNaH-
31A B Kpasa Ha DMPK reHa, KOeTo BOAM A0 HEMpPaBWUIHO CHaxAa-
He Ha SCN5A, 3abaBAHe B CbpAevyHaTa MPOBOAHA CMCTEMaA U
aputMua. Quctpoduata Ha Duchenne cbLyo MMa BMCOKa YeCTo-
Ta (1 Ha 3500 paxpgaHua Npu MbXxe). Tbil KaTo NoBeYeTo naum-
eHTU ymupart npean 20-roauiuHa Bb3pacT, pAAKo ce Habnohasa
B 3psAna Bb3pacT. [lpyrn HepBHO-MYCKYNHW HapyLIeHWs, KaTo
Becker (1 Ha 100000 paxkpaHua npu mbxe) 1 daumno-ckanyno-
xymepanHu auctpodum (1 Ha 100000) ca no-pepku. Noseyeto
OT Te3M HapyLUeHUA ca CBbP3aHU C NPOBOAHM 11 PUTBMHU Hapy-
LeHNA, HAKOW »KMBOTO3acTpallaBallM, U C MexXaHU3MK, noaat-
NNBY Ha cneundunyHa aHTUapuTMmUUHa Tepanua.'”’” Tpabea oa ce
06MUCAN aHTMAPUTMUYHA Tepanua, Tbil KaTo MyCKyNTHaTa QyHK-

LA 1 oYaKkBaHaTa NPOABIKUTENHOCT Ha XKMBOTa YeCTo ca CamMo
yMepeHo orpaHunyeHi.’®> Mo npuHUMn ce npenopbyBa NaLmeH-
TUTE C HEPBHO-MYCKYNTHU 3ab60NABaHNA, KOUTO Ca NpexuBenu
CA unun nmat VAs nnmn KamepHa ancoyHKUMA Ja ce nekyBaT no
CbLUMA HAUMH, KaKTO MauMeHTn 6e3 eKCTpakapAnaiHu NposiBu.
Bce nak, nonsata oT umnnaHTMpaHeTo Ha ICD Tpa6ea fa 6bae
6anaHcupaHa ¢ obLwata NPorHo3a Npu HAKOU MNOATUMNOBE, KaTo
anctpoduata Ha Duchenne.

CyMnTOMMTE MOXe Aa ca pe3ynTtaT oT bpaankapana unm
TaxnMapuTMUKM, @ NHBA3UBHATA €NIeKTPOPU3NONIOrNYHA OLIEHKA
e 3aA4b/KMTENHA, OCBEH aKo MpuYMHaTa, Kato Hanpumep AV
610K, He e KJIMHWYHO AOKYyMeHTMpaHa.'>®> BHesanHoTo yabn-
»aBaHe Ha PR mHTepBana n npogbmkutenHoctTa Ha QRS ce
cBbp3BaT ¢ AV 6510k 1 BCC npu MMOTOHUYHA ANCTPOOUS, Bb-
npekn nuncaTa Ha CMMATOMU, N TPAGBa Aa ce MMa npeasuj
eneKTpodr3NOoNornyHa oueHka.’*¢’¢’ HV unHtepsan =70 ms
TpsA6Ba Aa Hacouy BefHara KbM VMMAAHTMPAHE Ha nelcmei-
Kbp, He3aBnCMmo ot cumntomuTe. UHayKumaTa Ha BBR-VT npu
CYMMNTOMEH MaumneHT noakpens kateropuuHo BBR-VT (L ESC
CardioMed, rnaBa 42.5)7°® KaTo OCHOBHa MPUYMHA 3@ CUMNTO-
MWTE 1 Ce MpenopbyBa abnauns Ha ASICHOTO PasKioHeHue,'>3
Cnep abnaumsa Ha 6eapoTo, pUckbT oT AV 650K Npu npocne-
AABAHETO Ce cumMTa 3a 0cobeHOo BMCOK Nopaan nporpecupatya
6onecT Ha His—Purkinje n Tpsabea fa ce umnnaHTrpa nemncmen-
Kbp. YabmkeHuTe PR unu QRS nntepsany,'>'%8 cbnbreTBawm
npeacbpaHn aputMun®'68% i LGE npm CMR'™'>'8 npu nayunen-
T Ha Bb3pacT Hag 40 roguHun ca cBbp3aHm ¢ AV 610k n BCC npwm
npocneAaBaHe Ha MMOTOHUYHA ANCTpodmA. B cboTBeTCTBUE C
TOBa, MOXe Aa ce oOMUCAN MMMNAHTUPAHE Ha MencMenKbp
4Oopy NpU INMca Ha CUMNTOMW. Bbnpekn ye nunceaTt gaHHW,
umnnaHTpaHeTo Ha ICD, a He Ha NelncmenKbp MoXe fa 6bae
npeanoynMTaHo Npu NauuMeHT! C MUOTOHUYHA puctpodus, ¢
ponbnHuTenHn puckosun ¢axktopu 3a VA n BCC (Queypa 23).
MIMnnaHTUpaHeTo Ha NOCTOAHEH NeNcMernKbp MOXKe CbLyo Aa
ce Ma npeasua Npy naumeHTn cbC cMHApom Ha Kearns-Sayre,
Emery-Dreiffuss nnu myckynHa anctpodusa KpanHUK-Mosc C
BCAKakBa cTeneH Ha AV 610K, mopaau 3HauuTeNHuA puck oT
6bp3a nporpecua Jo nbneH 610kK. MNpy NaumeHTn C MycKyIHN
ANCTpodUn KpaHMK-noac Tun 1B nnn myckynHa guctpodus
Ha Emery-Dreiffuss, kKouTo MmaTt MHAMKaUUA 3a nelicMpaHe
unu 3HaunTenHa LGE npun CMR, TpsabBa aa ce B3eme npeasug
MMnnaHTupaHe Ha ICD.7%°

Wmnnantupareto no-ckopo Ha ICD, a He Ha nencmernkbp,
MO>e CbLUo fa ce B3eMe npeasBuA npu naumneHtn ¢ Duchenne/
Becker, koraTo nma 3HauutenHa LGE 8 CMR.”7%77! Bbripeku ToBa,
TpAbBa fa ce B3eme nof BHMMaHWe obljaTa MPorHo3a Ha Te3un
3abonasaHuA. Mpu nauneHTn, komTo ca npexmsenu CA nopa-
an SMVT, nmnnaHtnpaHe Ha ICD ce npenopbyBa, Korato nmat
nHgyumpyemn VT pasnuuHmn ot BBR-VT (Hanp. VT, cBbp3aHu
uMKaTpukc) nnm ako VT He e nHagyumpyem. MNauneHTn ¢ Mmoto-
HUYHa ANCTPOodUA CbC CMHKOM, KOWTO Hal-BEPOATHO Ce AbITKM
Ha VA, Bopw 11 ako He e UHAYLMpYyeMm, 1 Te3un C NannuTauum n nH-
aykuma Ha He-BBR-VT ce cumTart 3a U3n0eHn Ha pUCK OT apuT-
MuuyHa BCC n Tpa6Ba fa ce B3eme npeasug ICD.

Mopaan nporpecrpalima xapaktep ce npernopbyBa exe-
rogHo npocneasasaHe ¢ EKI, gopu u B ckprtata pasa Ha 3abo-
NIAABaHeTO, KOraTo nauuneHTuTe ca 6e3cumnToMHu, a EKT e Hop-
ManHa.%'3 Mopagmn 6aBHata nporpecust U dakTta, ye YecTo ce
OTpa3ABaT 3HaYMTENHN NPOMeHN B NOBbpxHOCTHaTa EKI, He ce
npenopbyBa cepuiiHa eneKTpoPu3nMoNormyHa oLeHKa 3a npe-
LieHsBaHe Ha AV NpoBOAMMOCT, a NPU NauneHTn 6e3 CbMHeHve
3a apUTMUA WY NPOrpecra Ha HapyLLeHUATa B MPOBOAMMOCTTa
Ha EKT He ce npenopbuBa MHAYKLMSA Ha apuTmun.’772



70 Mpenopbku Ha ESC
lMpodwvnxeHue
Mpenopbku q o
. _ PU NaUMeHTN C MUOTOHMYHa ANCTpPodUA, Noano-
UL L UIEIEES ) S B8 Gt (L) e (20 eHu Ha abnauwua 3a BBR-VT, ce npenopbyBa nm- C
CKa, npeBeHUNA Ha BHe3anHaTa cCbpAaey- nnaHTUpaHe Ha rleI?ICMeI7IK'bp/ICD.153
Ha CMBPT U leYeHNe Ha KaMepHU apuT-
MU NPN HEBPOMYCKYJTHN 3abonaBaHus AV, aTproBeHTpuKynapeH; BBR-VT, 6eapeHa pueHTpU KamepHa Taxmkap-
amns; CA, cbppeyeH apecT; CMR, cbpaeyeH marHuteH pe3oHaHc; EKT, enek-
Mpenopbku Knac? HueoP Tpokapavorpama; ICD, nmnnaHTupyem Kapguoseptep aedubpunatop;
JIBB, nsaB 6eppeH 6nok; LGE, kbcHo ragonuHmneso ycunsate; J1K, naBa Ka-
06wy npenopbKN mepa; BCC, BHe3anHa cbpaeyuHa cmbpT; BC, BHe3anHa cmbpT; SHD, cTpyk-
Mpenopbysa ce exerofHo NPOCTeAABaHE C Hall-Masl- TYPHO CbpAeyHo 3abonasaHe; SMVT, npofbfKuTeNHa MOHOMOPdHa
Ko 12-KaHanHa EKI npy nauneHTyt ¢ MycKysHW ANCTpO- C KamepHa Taxukapaus; VA, kamepHa aputmus; VT, KamepHa Taxukapaus.
U, HOpV 1 B cKpuTaTa pasa Ha 3a6onasaHeto.5' Z Knac Ha npenopbkuTe.
HuBO Ha fJloKa3aTencTBeHoCT.
MpenopbyBa ce MayneHT C HEPBHO-MYCKYNHU € HuBo Ha gokasatencreeHocT C.
HapyleHua, KonTo nmat VA unu KamepHa Auc- d DakTopu B Non3a Ha UMNNaHTMpaHe Ha ICD: Bbapact,>®!! paswmpenve
PyHKUMA, Aa GbAAT NeKyBaHW MO ChLYMA HAYMH 3a c Ha CTG,2~9"131% BC vnm prammnHa aHamHesa 3a BC,® aHomanuu Ha npoBoay-

apUTMUATA, KaKTO MauneHTuTe 6e3 HeBPOMYCKYII-
HU HapyLerusa.7765

CrpaTtnduKauma Ha pucka, TbpB1NYHa 1 BTOpU4Ha npodunakTnka Ha BCC

MpenopbuBa ce MHBa3NBHa enekTpodun3nonormy-
Ha OLeHKa Mpu NayMeHTV C MUOTOHNYHA ANCTPO-
dua n copuebueHe unu cuHKon, noackassaty VA,
UV NPEXNBAN CA.53

MmnnaHTrpaHe Ha ICD ce npenopbyBa Npu naym-
€HTU C MMOTOHWNYHa gnctpodua n SMVT unu npe-
KbcHaT CA, KONTO He e NPUUYNHEH OT BBR-VT.”6°

VHBa3VBHa enekTpopn3noNormyHa olueHKa Tpabsa
[ia ce B3eMe npefBug npu NaumeHT C MMOTOHUYHA
ANCTpoduA 1 BHE3anHo yabmxaBaHe Ha PR nHTep-
Bana U NPOABIKUTENHOCTTA Ha QRS.700767

MHBa3MBHa  enekTpodu3nonornyHa oueHKa
TpAbGBa Aa ce B3eme NpeABuA NPU NMauueHTH
MUOTOHMYHa aucTpodua n PR nutepsan =240 ms
AN NpoabIXUTeNnHocT Ha QRS =120 ms, wnn
KOWUTO ca Ha Bb3pacT Hap 40 rognHn 1 nmart cy-
npaBeHTPUKYyNapHa apuTMuA, WX KOUTO ca Ha

Bb3pacT Hapg 40 roanHn 1 nmaT 3HaumTenHa LGE
8 CMR.C/514,16,766

Mpu NaureHTn ¢ MMOTOHMYHA aucTpodua 6e3 3a-
6aBsiHe Ha AV NpOBOAMMOCTTA U CbC CUHKOM, CUM-
Ho cycnekTeH 3a VA, TpAbBa fja ce B3eme npefBua
MMMIaHTaUMA Ha IGDI/50

lla C

Mpy NauMeHTn ¢ MUOTOHMYHa AUcTpoduA C nan-
nuTauuun, KOUTO ca CUAHO nopo3putenHu 3a VA n
MHAyuMpaHe Ha He-BBR-VT, TpsbBa aa ce B3eme
npeaBua MMaaHTUPaHe Ha ICD.766

lla C

Mpun naumeHTV ¢ MycKynHa AUCTPOOUA KPaHUK-
nosAc Tun 1B nnn Emery-Dreifuss n nokasaHue 3a
KapanocTumMynaums, TpabBsa fa ce B3eMe npeasug
MMMNNaHTMpPpaHe Ha ICD.7%?

lla C

MmnnaHTtnpane Ha ICD moxe Aa ce uma npeasua npu
naLMeHT ¢ MycKynHa guctpodua Ha Dushenne/ 1lb C
Becker v 3HaumTenHa LGE npu CMR.”7%771

MmnnantnpaHeto Ha ICD npep noctosHeH nen-
CMeNKbp MOXe fja ce MMa NpeaBus Npu naumeHTn
C MUOTOHUYHA ANCTPOPUA C AOMBIHUTENHU PU-
ckoBu dakTopud 3a VA n BCC.

Ilb C

Mpn naumMeHT c MUOTOHMYHA ANCTPOdUA He ce
npenopbuyBa CepuiiHa enekTpodUsnonornyHa
oLieHKa Ha AV NpoBOAMMOCT U MHAYLMPAHETO Ha
aputMua 6e3 CbMHeHMe 3a apuTMKUA UK Nporpe-
C1A Ha NPOBOAHNTE HapyLUEHNA B EKI.772

JleueHne Ha VA
Mpy cumnTomatnyHm naumeHTn ¢ BBR-VT ce npe- c
nopbyBa KaTeTbpHa abnauua.&153474475,477

Mpodwvnxasa

MOCTTa B EKF,16 yAbMXKaBaHe Ha PR,13 J'IEE,5 npeacbpaHn ap|/|TM|/||/|,6'16 Hen-

poabkuTenHa VT,5 JIK aucdyHKuma,” cTpyKTypHM aHoManuv B CMR.141>18
€ Mpw apyru cbpaeuH 3a6018BaHKA (HaNP. CMAHA Ha a0pTHa Knana) ¢ BBR-
VT cbluo ce npenopbyBa KaTeTbpHa abnauus.

7.1.4. Bb3nanutenHu cbppeyHun 3abonsaBaHusa
CbpheyHOTO Bb3ManeHne ce CBbp3Ba C MPOMEHEHU enekTpuye-
CKU CBOWCTBA Ha MMOKapAa U aputMum 1 ce cbobLiasa npu pas-
JINYHU KapAMOMMONaThM, OYEBULHO KaTO MMOKapAWT, HO CbLLO
1 HacneCTBEHM KapamommonaTtum unu cneg MIA.773774
Bb3nanutenHute KaparomMmonaTuy ce xapaktepusupart ¢ Mu-
OKapAHO Bb3nasneHue (T.e. MMOKapAUT) KaTo OCHOBHA NPUYMHA 3a
CbpAeYHo yBpexaaHe, AOKAaTO 8MOpUYHUMEe MOKAPAHM Bb3nasne-
HVS Ca MPUUMHEHN OT NBPBOHAYAIHA MUOKApOHa namoyioaus.””>776
MuokapauTbT, capkorpo3aTa v 6onectTa Ha Chagas ca cpep
OCHOBHMTE BapMaHTV NP Bb3NanuTeIHUTE KapanomMmnonaTumm.

7.1.4.1.  Muokapdum

JuarHocTukaTta Ha MMOKapauTa Moxe fia 6bfe npean3BuKaTen-
CTBO. HAMa NaTOrHOMOHWMYHO K/IVHUYHO NpefCcTaBAHE Ha TOBa
3abonseaHe,”’”’ CbC CbpheYHM NPOSABY, Bapupalyy OT efsa fo-
JOBMMM CUMMTOMMU [0 TEXKKa CbpAeYHa HEAOCTaTbYHOCT, MbJeH
AV 6510k 11 BCC.”78 Mpu Mnaam xopa e oueHeHo, Ye 2-12% ot BCC
ca CBbp3aHu ¢ MuoKapaur. 779781

Mpw eHfomuoKapfhHa 6MOMNCUA MUOKAPAUTBT Ce AMarHo-
CTULMPA NO YCTAHOBEHW XMCTONOTUYHUN, UMYHONIOTUYHU U UMY-
HOXUCTOXUMUYHUN KPUTEPUN, KaKTO 1 C MONMMepPasHa BepuxHa
peakums (PCR) 3a oTKpuBaHe Ha BUPYCHM reHomu.’82783 Topa
03HauaBa, Ye eHJOMMOKapAHaTa bmoncua, BbNPeKn Ye He ce
M3Mon3Ba WHNPOKO, € AMAarHOCTUYHUAT 311aTeH CTaHAAPT 3a MU-
okapawnT.”’8784 B ceraliHaTa NpaKkTrika AvarHo3ata Ha MUOKap-
[UT Ce OCHOBaBa Ha KIMHUYHO NpefAcTaBAHe, NMOBMLLEHO HUBO
Ha TponoHuH, EKI npomeHu, paHHu 3a JIK gucdyHkuma, nunca Ha
3Haunma KAB unu knanHo cbpaeyHo 3abonsiBaHe 1 NoACKa3Ba-
wm Haxopkn npu CMR wnn PET-CT.

B KOHTeKCTa Ha mpeanonaraeM uUav NOTBbPLAEH OCTbP MU-
OKapAuT, MauWeHTV C >KMBOTO3aCTpallaBallo npeAcTaBaAHe
(bynMrHaHTeH MUOKapAWUT, npomgbikuTenHyu VAs vnv nbreH
AV 6510K) TpA6Ba fa 6bAAT HACOUEHN KbM CreLmann3npaH LeH-
Tbp.’85786 CneumanvanmpaHmsT LeHTbp TPsA6Ba Aa MMa KanaumteTt
3a 3BDbPLUBAHE Ha CbpfeyHa KaTeTepunsauns , eHLOMVNOKapAHN
6roncmn, N3Mos3BaHe Ha MEXaHNYHM YCTPONCTBA 3a NOAAbPXKa-
He Ha KpbBOOOPALLEHNETO 1 NleyeHne Ha CNoXHN VAs.

Mpr OCTHP MUOKAPAMUT MOTaT fia Bb3HWKHAT MPOLbIIKNTEN-
Hu VAs. B ronemun cepumn naumentn,’® gsrpe6osHnuHo VF unn
CA ca poknagsaHu B 2,5% ot1 cnyvanTe. B gpyra cepua ot oc-
TPU MUOKApAUTY NPpU Aeuad’® npogb/imkuTenHn TaxmaputMmum
ca foknaasaHu npu 11,5% OT NaumMeHTHTe, KaTo NOBEYETO CIly-
yan npepgctaBnasaT VAs (79,5%). Taxvaputmumnte ca CBbp3aHu ¢
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2.3-KpaTHO MOBMLWEH PUCK OT CMBPT.”® [UraHTOKNETBYHUAT MU~
OKapauT, MaKkap 1 pAABK, MMa NO-BMCOK PUCK OT KMBOTO3acTpa-
wasalm VAs, KouTo ce Habnogasat npu 14% oT naumneHTuTe ¢
rMraHTOKMeTbYyeH M1UOKapPANUT NPU MbPBOHAYaNHO NpefCcTaBAHe
1 crief TOBa Ce pa3BUBAT B X04a Ha 3a60NsABaHETO KaTo pedpak-
TEPHV apUTMUV NMPU NOBEYE OT MOJIOBMUHATA NauneHTn.’88789

JleueHVeTO Ha OCTPMA MMOKAPAWUT 3aBUCK OT KIMHUYHATA
KapTuHa, BupycHata PCR oT MmoKkapaHu 6uoncun n xnctono-
rMYHUTE HaxoaKu. MNpun NaLMeHTn CbC CbMHEHVE 3a MUOKapANT,
KOUTO ce MPeAcTaBAT C Jieka CbpheyHa HeJoCTaTbyHOCT, ce
npenopbyBa fla ce n3daAreaTt GpM3nyecKn HaToBapBaHNA 1 Aa ce
nsnonssat 6eta-6nokepu n ACE nnxunbutopn.”*® MaumeHture ¢
VAs nnu AV 6510K TpsibBa Ja 6bAaT npuety B 60/HMLA 1 Hernpe-
KbCHATO Aa 6baT MOHUTOPUPAHMN.

JleueHreTO Ha apuUTMUMTE NPU NALUEHTU C Bb3NANUTENHU
CbpAeyHn 3abonABaHNA He Ce pa3nuuyaBa OT obuionpueTuTe
KMMHWYHU npuHumnu. CumntomatnyHmte VAS moxe ga m3mnc-
kBaT AADs KaTo amuofapoH u/unu 6eta-6nokepn.””'7% Tpabea
[la ce oT6enexu, ye B peTPOCNeKTVBHO 06CepBaLMOHHO NPOYY-
BaHe nauneHTUTe C npoabKmTenHu VA no Bpeme Ha ocTpaTta
daza Ha mmokapanT JTIKU® 53 + 10%) ca 6unum ¢ BUCOK pUcK (45%
Ha 3 roguHm) oT peunansm Ha VT/VF npu npocnegsasaHeto.”**

MwuoKapanTbT MOXe fia NpeMuHe 6e3 NocneacTsA, Aa peLu-
OVIBYPA N Aa CTaHe XPOHMYeH. 10 TO31 HauMH MUOKapAUTBT ce
CuUNTa YeCTo 3a NpeaLecTBeHnK Ha JKMI.7%° Pazsutrie Ha OKMI
e HabniogaBaHo Npy 21% OT MauUMEHTUTE C OCTbP MUOKapAUT
3a CpefieH neproj Ha npocneaasaHe oT 3 roanHu.”® TounuaT
Aan Ha xpoHnyHata JIKMI1, nocneasaly nporpecuaTa Ha ocTpuA
MUWOKapAWT, OCTaBa HEM3BECTEH, HO MUOKapAUTBLT € naeHTudu-
uMpaH Kato npuynHa 3a JKMIT B go 12% ot cnyvante B ronaMo
peTpocnekTBHO npoyyusaHe.”®’ Mpw nauneHtn ¢ SMVT ¢ HeAcHa
eTuonorvsa TpsAbBa a ce Nogo3npa MUOKAPAUT, 0COBEHO KOrato
CMR pa3skpue cybenukapaHa n/vnm uHTpamypasnHa naTonornyHa
$unbposHa MmrokapaHa TbkaH. Hannumeto Ha LGE npu CMR cbLyo
e 6un cBbp3aH C KbCHaTa nosBa Ha VAs Npu naumeHT ¢ JoKasaH
OT eHOMMOKapAHa 61oncus BUPYCceH Mrokapamr.”#8-800

JleyeHneTo Ha fOKyMeHTMpaHu VAS Npu XPOHNYEH MOKap-
OWT e Nofo6HO Ha ToBa NMpu nauuneHTn ¢ AKMTI, BKiounTenHo
nmnnaHTupaHe Ha ICD n ynotpeba Ha AADs. KateTbpHaTa abna-
umna Moxe fa 6bae epekTUBEH MeTOZ 3a neyeHune Ha SMVT, unin-
TO apUTMOreHeH CybCTpaT YecTo ce HammMpa BbpXy enukapha
Ha naTepanHara/6a3anHaTta naBa kamepa.’>>801-803 B enna ny6-
nukaumas®? HerHayumpareTo Ha VT cief KaTeTbpHa abnauvsa e
[l0Befo BOAW Ao n3bAreaHe Ha umnnaHTauma Ha ICD npu egHa
TpeTa OT NauuneHTuTe, 63 nocnefBaly peunams Ha VT no Bpeme
Ha npocneaABaHeTo.

MpenopbKu

Ta6bnuua 34: [Mpenopbkn 3a npepgoTBpaTsAABaHe Ha
BHe3arnHa cbpAeYyHa CMbPT U ileyeHune Ha
KaMepHU apuTMum Nnpyu MMOKapAuT

Mpenopbkn Knac®  Huso”

O6wWwn npenopbKN

Mpu NOTBbPAEH AW KNUHUYHO NOZO3MPaH OCTbP
MWOKapAUT ce npenopbyBa MauynmeHTUTe, KOUTO
MMaT KuBoTo3acTpawasawm VAs, ga 6baat Haco-
YeHu KbM cneumnanmsnpaH ueHpr.786'8°4

BropuyHa npeBeHuus Ha BCC n neyeHne Ha VA

Mpn naumeHT C XeMOAMHAMWYHO HEMOHOCKMMA
SMVT, Bb3HUMKBALLA B XPOHUYHaTa pa3a Ha M1OKap- 1 C
[T, Ce NpenopbyBa MMIMIAHTUPaHE Ha [GRYEREts

Mpodwxasa

lMpodwvxeHue

Mpn nauneHTN C XEMOAWHAMMUYHO HEMOHOCUMMa
npoabmkmTenHa VT unm VF no Bpeme Ha ocTpaTa
dasa Ha MroKapauT, TpAGBa Aa ce B3emMe NpeaBug, lla C

nMnnaHTMpaHe Ha ICD npean nsnucsaHe ot 6on-
HuLaTa.’ 88794806

Tpabga aa ce B3emat npeasug AADs (3a npeanounTa-
He amrofapoH 1 6eTa-6nokepu) Npy NALUEHTH CbC
CUMNTOMHU HENPOABIKUTENTHW U NPOLbIKATEN-
Hu VAs Mo Bpeme Ha ocTpata $pasa Ha MUOKapAWT.

[IF] C

Mpu NauneHTy cries MYOKAPAWT C PeLVAvBLAPaLLa,

lla C
cumnTomHa VT Tpsabsa Aa ce oomucnu nedeHvie ¢ AAD.

KaTeTbpHa abnauus, n3BbplieHa B crieuuanvsu-
paHu LeHTpoBe, TpAbBa Aa ce MMa Npeasug npuv
NaunMeHTn cnep MUOKApAUT C peunavBrpaLLn,
cumnTomMHK SMVT umnn ICD wokose 3a SMVT, npu
konto AADS ca HeedeKTVBHU, He ce MOHACAT UIn
He ca xenaHu.’>%801,:802

Ila C

Mpn nauveHTn C XemoAMHaMUYHO MOHOCMMA
SMVT, Bb3HMKBaLla B XpPOHMWYHaTa dasa Ha Mu-
oKapauT, TpAbGBa fa ce B3eMe npefBUA UMMIaHTU-
paHe Ha ICD.

Ila C

Mpy nNaumeHTN C XeMOAUHAMUYHO A06pe MOoHOo-
cuma SMVT, Bb3HUKBaLla B XpOHMYHaTa dasa Ha
MUOKapAuT, 3anaseHa JIK pyHKUMA 1 OorpaHuyeH,
noAaTNvB Ha abnauua, LMKaTPUKC, MOXe fia ce MMa
npeABuA KaTeTbpHa abnauva KaTto antepHaTtuBa
Ha ICD TepanuaTta cnep o6CbXaaHe C naumeHTa
M MpuW ycnosue, 4ye ca JOCTUrHATU YTBbPAEHUTE
KPanHU TOUYKM.S

Ilb C

AAD, aHTMapuTMnMyHO nekapctso; ICD, nmnnaHTUpyem KapgmosepTep
nednbpunatop;JIK, naBa kamepa; BCC, BHe3anHa cbpaeyHa cMbpT; SMVT,
npoabIKMTENIHa MOHOMOPdHA KamepHa TaxuKapaus; VA, kKamepHa aput-
mus; VF, KamepHO MbxaeHe; VT, KamepHa Taxnkapaua.

@ Knac Ha npenopbkuTe.

b Hugo Ha gokasatencTeeHocT.

¢ HenHayuupyema VT 1 eNIIMUHIPaHe Ha eNlekTporpamnTe cbe 3abase-
Ha NPOBOJUMOCT.

7.1.4.2.  CopOe4Ha capkoudosa
Capkompo3aTa e MynTUCUCTEMHO Bb3ManuTenHo 3abonABaHe ¢
HeusBeCTHa NPUYKHA, C FTeHETUYHO npeapasnonoxeHne, 8%’ xa-
paKkTepu3MpaLLo ce c HaTpynBaHe Ha T-NMMMdOoLNTH, MOHOHYKe-
apHU GaroynTh N He-Ka3eo3HY rpaHyiomu, BoAeLr A0 TbKaHHU
umKaTprkecn.2%8 Bbnpekn ue 3acsaraHeto Ha 6enute apobose e
Hal-4ecTo, BCEKMN OpraH Moxe Aa 6bhe 3acerHat. MsuncneHo e,
ye 5% OT NayMeHTUTe CbC CapKoMAo3a UMaT CUMMATOMMU, MOKa-
3aTesIHM 3a CbpAeYHO 3acAraHe. HesaBncMmo oT ToBa, M3Non3-
BaliKM YCbBBPLUEHCTBaHN MeTOAM 3a n306pa3sABaHe Ha CbpLEeTO
(CMR/PET-CT), BCce no-4yecTo ce gmarHoctmuympa cyoKknuHmuyHa
CbpfeyHa capkomaosa.8os-8n

[lmarHos3aTta cbppeyHa capkomposa € npean3BMKaTeNCTBO.
Moxe pa nmntnpa deHotnna Ha ARVC B cnyyain Ha npeobnaga-
BaLLo 3acAraHe Ha RVE'? ysn cbpueTo e eqUHCTBEHUAT OpraH, 3a-
cerHaT oT capkomngosa (Taka HapeuyeHaTa ,M30/MpaHa CbpaeyHa
capkonaosa”).’? CbpaeyHoOToO enekTpoaHaTOMUYHO BOJSTaXKHO
KapTorpadurpaHe Moxe Aa NOMOrHe npu andepeHumanHaTa an-
arHo3a Mexgy v3onrpaHa cbpaedHa capkovgosa v ARVC.83 Tpu-
Te 06MYaliHM CbpAEYHN NPOABM Ha CbpAeUHa capkongosa ca JIK
AncoyHKumA, HapyweHua Ha AV nposoanmocTTa 1 VAs. MbnHnAaT
AV 650K ce pa3BrBa NPeanMHO Mo BPeMe Ha ocTpaTa Bb3nanu-
TenHa $asa, 3a pasnuka ot npoab/xKuTenHaTa VT, KOATO yecTo ce
pa3ByviBa B HanpegHan cTaguii Ha 3abonssaHeto (Queypa 24).814

B ponbriHeHMe KbM U30/1UpAHAMAd CbpAeyHa capkonaosa,®’?
Ca OTKPUTU TP He3aBUCUMU GpakTopa, CBbP3aHu C Hebnaronpu-
ATeH n3xog 1 ocobeHo ¢ puck ot VAs: (i) JIKUO <35%23'%; (ii) po-
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(Dlnrypa 24: AJ'IFOpI/IT'bM 3a NpeBeHUMA Ha BHE3anHa CbpAeyHa CMBbPT U JieYeHE Ha KaMepHa apuTtMmnAa npu naumeHTn cbC

CbpAeYHa capkonaosa.

ICD, umnnaHTupyem KapguosepTtep aedunbpunatop; LGE, kbcHO rapgonvHuneBo ycunsaHe; JIKU®, naBo-kamepHa M3Tnackealia
dpakuus; PES, nporpamuvpaHa enektpuyecka ctumynauus; SMVT, npoabixmutenHa MoHoMopdHa KamepHa Taxukapgus; VA, Ka-

MEPHa apUTMuns; VT, KaMepHa TaxnkapanA.

@ LGE, 3acarawy 29/22 cermeHTa nnm =22% ot macaTa Ha JIK, ce cBbp3Ba C apUTMUUYHN KPariHW TOYKN.

KyMEHTUMpaHe Ha BrcokocTeneHeH AV 610k8>816; i (iii) Hannune
Ha OK vnu NIK umkatpuken npyu CMR (Queypa 25).817-821 Bee nak,
VA n BCC moraT ga ce nosBAT Npu NauneHTn C IeKo HamaneHa
nnv Hopmanxa JIKU®. PES,822-825 PET-CT,#26 11 LGE-CMR nomarat
3a cTpatndukauma Ha pucka ot VAs npu Takmsa nauyneHTn.8?’ B
cepus oT 120 NaumneHTN C AoKasaHa Ypes Broncna ekcTpakap-
AvanHa capkomuposa v 3anaseHa JIK/OK cuctonHa GyHKLMSA, UH-
ayumpyemoctTa Ha VT npu PES e 6una Hucka (6%), HO cBbp3aHa
CbC CbCTaBHaTa KpalHa Touka Ha VAs n BCC, konTo ce HacTb-
nunn npu 3 nayneHTn, Bcuukute ¢ natonornyHm PET unn CMR
(P=0,009).82° B KoxopTa OT 66 6€3CMMNTOMHY NaLWEHT C AOKa-
3aHa uype3 6roncua ekcTpakapamanHa capkomgosa n abHopMm-
Hy PET-CT nnn CMR, 8 (11%) ca 6unu nnayumpyemu npu PES n
6 ot 8-Te ca umanu VA vnu ca noumHanu no Bpeme Ha npocne-
OABaHEeTO, B CpaBHeHMe ¢ 1 oT 68 He-uHAyuMpyeMn naumeHTn
(P<0,0001). 3a oTbennA3BaHe, MHAYLUMPYEMUTE NALNEHTH Ca UMa-
v no-Hucka JIKN® npwn PES, KoATo ce BNoLwasa olue noBeye npu
2-roauviuHo npocnegasaHe.’?

LoknagBaHu ca nonsute oT ICD, KakTo 3a MbpBUYHA, Taka
1 3a BTOpuUYHa npodunaxkTnka.’?8-832 Nannute nogkpenar us-
nonseaHeto Ha ICD 3a mbpBMYHa npodunakTika Ha BCC npwu
nauneHtn c JIKU® <35%.812830 B nonbnHeHme, KakBato 1 aa e
JIKNO®, ICD TpAabBa fa ce B3eMe npeasus npuv naumeHTy ¢ no-
Ka3aHyie 3a NOCTOAHHA CbpfeyHa CTUMYNauna UM Hanuure Ha

curHndrKaHTeH umkatpukc npy CMR.83383% BebuyHocT, KakTo e
MoKa3aHo B [1Ba CKOPOLLHM MeTa-aHann3a, 2832 noagarta Ha VA e
no-4yecTta npu naunenTn ¢ nbneH AV 6nok (OR=2,19; P <0,01), a
HanMumneTo Ha YmkaTpmkc npm CMR e cBbp3aHO C NO-BMCOK PUCK
OT KOMOVHVpaHaTa KpaiHa TouKa KamMepHV apuUTMUYHN Cbou-
1A n cmbpTHOCT (OR=10,74; P<0,00001). He e HannyHa W1POKO
npveta geprHuuma 3a 3HayumesnHo LGE. LGE B >9/29 cermeHTn
(17 NK n 12 OK cermeHnTn) u LGE, 3acarawm >22% ot JIK maca ca
6V CBBP3aHN C aPUTMUYHMN KPaHM TouKw, 820,827,835
TepanusaTa C KOPTUKOCTEPOMAN € OCHOBATa Ha JleueHMeTo
Ha CbpAeYHa CapKOMAO03a, HO eeKTHT OT TOBA JIeUEHNE BbPXY
nosBsata Ha VAs e NoTBbpAeH caMo B 06CepBaLMIOHHI MPOYyYBa-
HKA.836-838 Bp3 ocHoBa Ha natodusmonorvaTa Ha 3abonsaBaHe-
TO, Bb3MaJEHNETO Urpae ABHA PONA B PA3BUTVETO HA KaMepeH
UMKaTPUKC NPV NaLMEHTH CbC CbPAeYHa capkovaosa. Bbrnpeku
TOBa, JOCEra HAMA [OKA3aTesNCTBa, Ye VAS ce 3afeiCTBaT ANpeKT-
HO OT CAMOTO aKTVBHO Bb3naneHune. CBbP3aHNAT C LMKATPUKC UH-
TpamyparneH i enukapaeH cy6cTpar (C NpeannekUMoHHO MAC-
TO B OKOJIOK/anHuUTe 06nacTty) 0bAacHABa HancTHa noseyeTo VTs
MpU NaureHTV CbC CbpaeyHa capkonposa.t? VT cyberpar e no-
BEPOSTHO PA3MONIOKEH B CEFMEHTN C TPAHCMYPASIEH LIMKATPUKC
npu CMR 1 no-HWCKa cTeneH Ha Bb3naneHue B PET-ckenep.840
KaTeTbpHaTa abiauys Moxe fa MOMOrHe 3a NpefoTBpaTABaHe Ha
VT,839841842 ocobeHo koraTo nedeHneTo ¢ AAD e HeycrewHo,® a
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EKT cvHycoB putbm - n3paseH R’ 3b6ew BbB V1-V3?

EKT VT - nogo6Ha Ha JIbb, gonHa oc (npounsxoxpgaia ot RVOT)

- T FHIE S WSS L TLVATATAW
“‘r’"‘r’ 'i",."vnﬁﬁ-"‘\, _,-'"“\-p-- v aVR s A ™ Vi "urr-.l'u'; ."'..'.'.FI‘I 'l.l'II Hr'l IL'l'li'lﬂ I'|'I'_\'l.-|I va lLII/ vy -: ||J II|II » I'
V | ]
fi l."'.I ANAUA
A A ALAA .".1. A A [ P e 1 e I'I 1'| \/ ll'.l I'|i 1|! I'I -I II|I A '.'.
I / \v"'l VA AVAY |\ :_,H LA avL .Ir Y Y YV VY V2 LII I || || |II| |III | |I V5 A '-.__."qrﬂ.u"-w‘-.’“n,."\'!i .-’1\
¥ \
i ll i
ft
'~| i A A A AN "‘ AN R DA |
fl ¥ i A NS iy YN | |
m ] ‘i A .'L,'| .-'I'\, 'ﬂ aVF | ,Jllx)i/ﬂv‘ﬂ- )ﬂ\){ ,u"l v A ".'l':' YUY v ."| AN I/
FAVLVL TAV A ALY - : el RN y Ia'l lII ¥ IYVV UV VLY

J

Vi 4 i~ V4 .
| i

V2 A = V5 ,| |

V3 P - Ve |

PET-
a *FDG B natepanHa v 6asanHo-centantaJl

®urypa 25: TunuuHy 6enesmn Ha CbpAeyHaTa CapKouaosa,

@ESC—

CBbP3aHM C NpoAbJIXKUTENHA MOHOMOpd)Ha KamMmepHa TaXmnkapausa.

CMR, cbpaeyeH MarHuTeH pesoHaHc; EKT, enektpokapauorpama; JI6b, nas 6egpeH 6n1ok; LGE, kbcHo ragonvtmneBo ycunsaHe; J1K, nABa kame-
pa; PET-CT, no3uTpoHHO-eMucroHHa Tomorpadua CT; RV, aacHa kamepa; RVOT, n3xoaAaLy TpakT Ha AAcHa Kamepa; VT, KamepHa Taxvmkapaus.

2 O6bpHETe BHMMaHVE Ha 13paseHusa R’ BbB V1 go V3, 06pas, Kol

MpenopbKu

Ta6nuua 35: [lpenopbku 3a cTpaTuPmMKaumna Ha pu-
CKa, npepoTBpaTABaHe Ha BHesamnHa
CbpAeYHa CMDBPT 1 leyeHne Ha KaMepHM
apuTMuUM Npy CbpAieyHa capkonposa

Mpenopbku Knac®  Hueo

CrpaTtudpukaumns Ha pucka n NbpBuYHa npeBeHUnA Ha BCC

MmnnaHTrpaHe Ha ICD ce npenopbyBa npu na-
LMEHTN CbC CbpfeYyHa CapKoWAo3a, KOUTO Mmat
TIKUD <350.812,828-830,832

Mpodwvnxasa

ITO Ce CpelLLa YeCTo NMPU CbpAeyHa capKkomao3a Cbe 3acsiraHe Ha RV.844

lpoodwixeHue

IMpw NaumneHTV CbC CbpAeyYHa CapKongo3a, KouTo umar
noKasaHvie 3a NOCTOAHHA CbpAeYHa CTUMYaLA, CBbp-
3aHa ¢ BucokocTeneHeH AV 6710k, TpAbBa Aa ce 06MUC-
N uMnnaHTupaHe Ha ICD, He3aBUCKMO ot JIKN®.816

Mpu naumeHT Cbc cbpheyHa capKoupaosa, Kouto
nmat JIKUD >35%, Ho 3HaumTenHo LGE nmpu CMR
cniefi OT3ByYaBaHe Ha OCTPO Bb3rnasieHue TpAbea Aa
ce o6MUCM MnaHTUpaHe Ha ICD, 817-819,821,833,834

Mpu naumMeHT CbC CbpheyHa capKompao3a, KoUTo
nmat JIKU® 35-50% un manko LGE npu CMR, cnep
OTWYMABAHe Ha OCTPOTO Bb3nasneHue, TpsA6Ba Aa
ce B3eme npeasuA PES 3a cTpatndrikauma Ha pucka.

Mpodwsxasa
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lMpodwxeHue
Mpenopbku
jph) GELYIC 1) GHE ERRAEMTR G l@shjeel, I Ta6nnua36: [lpenopbKu 3a NeuyeHMe Ha KaMepHU
35-50% v nHayumpyema SMVT npu PES, Tpa6Ba aa lla C u : a P P a oMnonaTHs P a
ce B3eme NpeABuAa UMNNaHTMpaHe Ha 1CD.823-825 C:‘:MTM““ NpUE KapAnomuonari e
agas
BTropuuHa npodpunaktuka Ha BCC n neuenne Ha VA 9
Mpenopbkn Knac® Huso?

MmnnantupareTo Ha ICD ce npenopbyBa Npv naum-
€HTV CbC CbpAeYHa capKkompo3a, kouto (1) nmar go-
KyMeHTMpaHa npoabmxkutenHa VT nnn (2) npekbc-
Hat CA.812,828-830,832

Mpu naumeHT Cbe CbpAeyHa capKovao3a v peLuan-
BUpaLla, cumntomHa VA Tpsbea Aa ce B3eme npea- lla G
Bug neyenue c AAD.

KateTbpHa abnauvsa B cneuuanu3npaHn LeHTpo-
Be MOXe [ja ce MMa NpeABuA NPu peLnnmeHTn Ha
ICD cbc cbpheyHa capkorpaosa, C peunamBrpaLlm,
cmmnTomMHn SMVT unum ICD wokose 3a SMVT, npu
kouto AADs ca HeedeKTMBHM, NPOTMBONOKa3aHM
VN1 HernoHocnmin.839,841,842

Ilb C

AAD, aHTMapuTMM4HO nekapcTBo; AV, aTproBeHTpuKynapeH; CA, cbp-
feueH apecT; CMR, cbpfeyeH marHuTeH pesoHaHc; ICD, nmnnanTnpy-
em KapguosepTep aedpubpunatop; LGE, KbCHO rafjonMHNEBO ycunBa-
He; JIKU®, neBokamepHa m3Tnackeala ¢pakuus; PES, nporpammpaHa
enekTpuyecka ctumynaums; BCC, BHe3anHa cbppeyHa cMbpT; SMVT,
npoabmKuTenHa MoHomopdHa VT; AV, kKamepHa aputmus; VT, KamepHa
Taxukapama.

@ Knac Ha npenopbKuTe.

b HuBo Ha gokasaTencTeHoCT.

peunavsute Ha VT ca Bce oule yectn,”>?83 ocobeHo KoraTo Kate-
TbpHaTa abnauusa ce N3BbPLLBA MO BPeMe Ha akTUBHO Bb3nae-
Hue ¢ npoabkasalm AADS Npv MHOro nauuneHTK, 839843

7.1.4.3.  Kapouomuonamus Ha Chagas
BonectTa Ha Chagas, MmokapHO 3abonsBaHe, NPUYMHEHO OT
napasuta Trypanosoma cruzi, € Han-4yectata nNpuyrHa 3a He-
McxeMUYHa KaparomuonaTtua B JlatuHcka Amepuka. Cnep VHKy-
6aLVOHHUA Neprop No-ronaMaTta YacT oT UHbeKTrpaHnTe nuua
MMaT He3HAUUTENHN WNIN HWKaKBM CUMMTOMW U MHOFO Masko
(<1%) pa3BuBaT OCTbP MUOKapauT.8* Xopara obaue ca 3apase-
HV 3@ LAN )KUBOT M TOAUHMN [0 AeCeTUNeTrA Cef mbpBOHavan-
HaTa uHdekuusa 20-30% OT TAX Le Pa3BUAT KapanuomuonaTms,s46
KOATO MOXe fja AoBefie 0 CbpAeYHa He[OCTAaTbYHOCT, Cbpae-
YeH 610K, U NpeAcbpAHU 1 KamepHK aputmmmn. BCC, ocobeHo
nopaau VF, e Hali-yecTaTa NpuYmnHa 3a CMbPT NPY NauneHTr C
Kapavomuonatusa Ha Chagas.847848 Puckos ckop, paspaboTeH oT
Rassi et al.3%°, kakTo 1 HanMuMeTo Ha MUOKapaHa Gprbposa npu
LGE-CMR®*° ca nonesHu npu oueHKaTa Ha prcka OT CMbPT Npu
nauuneHTn ¢ 6onectTa Ha Chagas. BcbLyHOCT, fany TakaBa CTpa-
TUdMKaLMA Ha PUCKa MOXe [la Ce NpeBbpHEe B KIMHUYHA Mosi3a
upes neyeHue ¢ ICD, TpA6Ba Aa 6bAe NpeLeHeHo B NPOCMNeKTMB-
HV M3MMTBaHUA, KaTo ce B3eMe MpeABuf 1 BUCOKaTa roguiiHa
cmbpTHOCT Npu nayuenTtr ¢ Chagas v 1ICD.&1

Bbnpeku ye mmnnaHTMpaHeto Ha ICD moxe ga m3rnexkga
pa3yMHO 3a BTOprYHa npodunaktvika Ha BCC npu nauneHT ¢
Kapanomumonatua Ha Chagas, vma npoTMBOpEYMBU MPOYYBa-
HUAS>1-856 OTHOCHO MoN3WTE M PUCKOBETE OT MMMIAHTMPAHE Ha
ICD npw TakuBa naumeHTr. BCbLHOCT, MeTa-aHanm3 Ha obcepBa-
LIOHHW NpOoy4YBaHUA He oTKpmea nonsa ot ICD (n=483) cnpamo
amuopgapoH (n=115) 3a BTopuyHa npeseHuma Ha BCC npw nauu-
eHTM c bonecTTa Ha Chagas, Tbil KaTo roAULLIHKTE H1BA Ha CMbPT-
HOCT MO BCAKaKBa NpUYrHa ca cpaBHUMK 1 B ABeTe rpynu (9.7% u
CbOTBETHO 9.6%).8% [Ipyr meTa-aHanus e yctaHoBun 4,7% roguiu-
Ha YecToTa Ha HEMOTVBMPAHU LWOKOBE 1 B1COKa 9,0% roauiuHa
cmbpTHOCT Npy 1041 naumenTy ¢ ICD n 6onect Ha Chagas®!

AMrofilapoH TpabBa Aa ce B3eme NpeaBuf 3a Hama-
NIABAHe Ha TeXeCTTa Ha apuTMUATA NPY NaLNeHTH
c kapavomuonatua Ha Chagas, KosTo ce nposBsaBa
cbc cumntomatinuHu KEC nnm VT.857

Ila C

Mpwv naymeHTn c KapamommonaTua Ha Chagas v pe-
unansmMpaLy, cumntTomatTmyHm SMVT nnn ICD wo-
koBe 3a SMVT, npu konTto AADs ca HeedeKTUBHY,
NPOTVBOMNOKAa3aHu Uiy He ce MoHacAT, TpsAbaa Aa
ce obMmMCM KaTeTbpHa abnauua B cneumnanmsnpa-
HU ueHTpoae.859'86°

lla C

Mpu nauneHTn ¢ Kapgmommonatua Ha Chagas u

cumnTomHa VT, npu kKouto AADs (ammopapoH un

6eTa-6nokepy) ca HeeDeKTUBHU WK He ce Mo- b C
HacAT, UMANaHTUpaHeTo Ha ICD moxe fa ce nma
npenBMA.851,854—856

AAD, aHTMapuTMr4HO nekapcteo; ICD, umnnaHTMpyemM KapavosepTep
nedubpunatop; KEC, KamepHu ekctpacuctonv; SMVT, npoabiikuTenHa
MOHOMOpPdHa KamepHa Taxmkapaus; VT, KamepHa Taxukapaus.

@ Knac Ha npenopbKuTe.

b Hugo Ha pokasatencraeHocT.

AmmnofapoH®’ n KateTbpHa abnauma®>8-8%° ca usnonssaHu yc-
MeLIHO 3a KOHTPON Ha peumansupaly VAS Npu HAKOW MaLveHTU.
KakTo npu pazfnuHmn GopMu MUOKapAWT, apUTMOreHHUAT Cy6CTpaT
ce OTKPYIBa YeCTOo B enuKapaa npu kapavomvonatia Ha Chagas.

7.1.5. KnanHo cbppaeyHo 3a6onsBaHe

KnanHute cbppeyHn 3abonAsaHuA npegpasnonarat kbm BCC
KaKTo B Mpef-onepaTuBHNA NeprOoA, Taka 1 cef KnanHa onepa-
uuA. MNpwu cTapu KOXOPTX OT CUMMATOMHM, HEONEPMpPaHN NaLmeH-
T C TEXKKA a0OPTHa CTEHO3a WK TeXKa MUTparnHa peryprutaumsa,
yecToTaTa Ha BCC e 50-60%. B Te3n npoyyBaHnA yectoTaTa Ha
BCC, BTopuruHa Ha VA, He e yTouHeHa, 861862

Yectotute Ha BCC npu naumeHTn ¢ NpoTe3Hn Knanu Bapu-
part oT 15% [0 30%, C U3uncneH roauiueH puck ot 0,2-0,9%.863 B
ronama cepua oT 1533 naymeHTn, KOUTO ca NpeTbpneny CMAHa
Ha aopTHa WU MUTPanHa Knana, 6% OT CMbPTHWTE Cly4yaum ca
npuurHeHn ot aputMni.8%4 CkopolueH aoknag ¢ 3726 nauueH-
TW, NOANOMXEHN Ha TPaHCKaTeTbpHa MMMIaHTaUMA Ha aopTHa
knana (TAVI), e nokasan 5,6% BCC no BpemMe Ha 22-MeCe4yHo Npo-
cnepnABaHe, KOeTo noayepTaBa ocTaTbyHMA puck ot BCC n cnep
CMsAHa Ha Knana.®s>

Manku obcepBaLMOHHM NPOYYBaHUA NMOKa3BaT, Ye nauueH-
™M ¢ ocTaTbyHa JIK anchyHKUMA cnep KnanHa onepauuvsa, npu
KouTo e umnnaHTupaH ICD, umat MmoT1BMpPaHa Tepanua n CMbPT-
HOCT MOAOGHO Ha MaUMeHTU C MCXeMUYHa WK AunaTaTBHA
Kapaviommonatua.86-88 CneposaTeniHO MMNNaHTUPaHETO Ha
ICD npwu Te3n nauneHT TpAbBa fa crefBa NpenopbKkute npwu
OKMIM/XHOKMI.

Mpw naymeHTn cneg TAVI BCC ce cBbp3Ba C HANMUMETO Ha HO-
BOMOABUY Ce HapyLleHua Ha npoBogumocTTa (JIBB, QRS >160 ms)
1 HamaneHa JIKN® <40%.86°> BCC npu Te3n nauyeHTi MoXe fa e
cnepcTere oT HanpeaHan AV 6510K 1 MOKa3aHMATa 3a NOCTOAHEH
nencmenkbp TpA6Ba fa cnefsart Mpenopbky Ha ESC 2021 1. 3a cbp-
[euHa CTUMyMauysa 1 CbpAeYHa PECMHXPOHM3MPALLA Tepanus.?
PonaTa Ha umnnanTpaHeTo Ha ICD ¢ uen npeseHuna Ha BCC cnep,
TAVI He e TonkoBa AicHa. [lBa CKOPOLUHM PETPOCNEKTUBHUN aHann-
3a, BKIouBaLLm o6wo 203 nauueHTu, npu komto JIKU® e octaHana
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<35%, He NoKa3BaT Nosi3a 3a NPeXMBAEMOCTTa OT UMMNNaHTMpPaHe-
TO Ha ICD, KoeTo e Hal-BepPOATHO CBBP3aHO C BUCOKUA KOHKYPU-
palLL ce pUCK OT CMbPT NOpaAn CbpAeYHa HeAOCTaTbYHOCT U CbOT-
BETHMTE KOMOPBVAHOCTY B Ta3u nonysnawws, 89870

Mpwn nauveHtn ¢ SMVT cnep cmAHa Ha aopTHa Knana, PES
e rnokasaHa nopagm BrMcokaTa BepoATHOCT 3a BBR-VT kato oc-
HOBEH MeXaHV3bM — apUTMUA, KOATO € NMOTeHUMANHOo fleumma C
KaTeTbpHa abnauwsa.8’1872

CbobLyaBa ce, e BCC HacTbnBa exxeroaHo npw 0,2-0,4% oT na-
umeHTuTe ¢ MVP.873874 Bhnpeku ToBa, O6LLUMAT 6Ot Ha NaLneHTUTe,
MOYMHaNV BHE3aMHO C TOBA CbCTOAHME, Hali-BEPOATHO € NOJLIEHEH,
KaTo ce UMa npefBuf, Ye TOBa e YeCTo CpeLyaH KnarneH BapuaHT C
M34MCIIEHO Pa3npocTpaHeHme 2-3% B obLarta nonynauws.s>

M3non3Banku cTporu Kputepuu 3a MopponornyHa AmarHo-
3a (T.e. MMKCOMaTO3Ha MUTpanHa Knana) cnep cMbpTTa, MVP ce
CBbP3Ba CbC 7% OT BCUMYKM Cllyyam Ha toHowecka BCC B Peruc-
Tbpa Ha pernoHa BereTo B ViTanna.??® CkopoLHy NaTonornyHmn
N KIIMHUYHW NpOoyYBaHuA BbPXY *epTen Ha BCC ¢ MVP nnn na-
umeHT ¢ MVP n ronemun VAs ca fanu npefgcrasa 3a noTeHyman-
HUA cy6cTpat Ha VA,'30228876-880 Mo-cneymanHo, MUokapgHaTa
$unbpo3a, 3acAralla KakTo JONHO-6a3anHaTa cBo6oHa CTeHa Ha
JIK, Taka 1 nanunapHUTe MycKynu, e pasno3HaTta B NaTonorny-
Hu 1 LGE-CMR npoyusanua.??® MpouechT Ha umKaTprsmpaHe e
CBbP3aH C MEXaHUYHO pa3TAraHe BCJIeACTBME Ha MPpekoMepHaTa
MOGUNHOCT Ha amapaTa Ha MWTpanHaTa Kfana, mopagu Hapy-
LeHO CBbp3BaHe N 33AHO CUCTOSIHO HarbBaHe Ha MUTpanHaTa
knana.t’® Tosa noka3ssa o6elasaua pons Ha CMR 3a cTpatudu-
KaLuma Ha apUTMUYHMNA PUCK U3BBH TPAANLIMOHHNTE enekTpodu-
3MONOTNYHN MapKepW.

Mpepnoxexnte Kputepun 3a “aputmudeH MVP cuHgpom”,
KOWTO ca CBbp3aHu C nosuleH puck ot BCC, BkntouBaT: Mna-
OV Bb3pacTHU (Hal-yecTo »KeHu), yabmxasaHe Ha QTc w/vnn
oTpuuatenHa T-BbnHa B gonHute EKI oTBeXAaHWA, HapyLweHa
MUTPasHa aHynapHa Bpb3ka (@BHOPMHO 13MecTBaHe Ha 3anaBss-
HeTO Ha 3afJHOTO MUTPANHO MaTHO BbPXY CTeHaTa Ha NABOTO
npeAcbpamne, CpeLaLlo ce 4ecTo Npy NPosianc Ha MMTpanHaTta
Knama) , aHraxkupaHe Ha fiBeTe nnaTHa Npu exokapaunorpadus,
yectn KEC nnn HenpogbmxkutenHa PVT npn Xontep moHutopu-
paHe u/unu TecT c HaToBapBaHe,'3%-228:876-880 HamaneHarta JIKUD

Mpenopbku

Ta6nuuya 37: TMpenopbku 3a npepoTBpaTsABaHe Ha
BHe3anHa CbpAeYyHa CMbpPT 1 JieYeHNe Ha
KaMepHU apuTMUM NpU KNamnHo cbpAey-
Ho 3a6onsaBaHe

Mpenopbkn Knac®  Hueo”

PES c eBeHTyanHa KaTteTbpHa abnauua ce npeno-
pbyBa NPV NaLMeHTH CbC 3a60ABaHe Ha aopTHaTa
knana u SMVT 3a ugeHtnouumpaHe n abnayma Ha
BBR-VT, 0cobeHOo ako ce nosBu cfief KnamnHa viH-
TepaeHLma. 871872881

Mpu MaumeHTn C KNanHO CbpAeYHO 3abonaBaHe 1
nepcuctrpalla JIK auchyHKUma cnep xupypruyHa
KopeKuua, (@Ko e Bb3MOXHO) ce npenopbyBa NM-
nnaHTMpaHeto Ha ICD 3a nbpBMYHa NpeBeHUMA Aa
cnepBa npenopbKkuTe Ha ESC 3a ,[1KMI'I/XH,£[KMI'I.868

BBR-VT, 6enpeHa prieHTpu KamepHa Taxukapaus; IKMI, aunatatvBHa
kapgmomuonatua; XHOKMII, XunoknHeTnyHa HepgumnatatMBHa Kapamo-
muonatus; ICD, umnnaHTupyem Kapaunoseptep aedpubpunatop; JIK, nasa
kamepa; PES, nporpammpaHa enektpuyecka ctumynauus; SMVT, npogbi-
XKUTeNHa MOHOMOPdHa KamepHa TaxuKapaua.

@ Knac Ha npenopbKuTe.

b HuBo Ha fokasatencTeeHoCT.

n/mnun mrokapgHata ¢pubposa npu CMR moxe fa ce gonpuHece
3a puckoBuA npodun. Tesn AaHHW ca NONyYeHW MaBHO OT Mal-
Kn peTpocnekTnBHu cepun ¢ ouenenu ot BCC n cneacMbpTHU
nscneaBaHua. CnepoBatenHo naeHTUGMLMpPaHeTo Ha Mankata
noarpyna nayueHTy ¢ nosuwweH puck ot BCC octasa TpyaHo.??8
874 Hama HafgeXOHV JaHHM B MOAKPENa Ha MpernopbKuTe 3a
cTpatndurKkauma Ha pucka ot BCC npu naymeHtn ¢ MVP.

7.1.6. BpopeHo cbpaevHo 3abonABaHe

HanpeabkbT B XUpypruyHata Kopekumsa 1 MeauLMHCKOTO ne-
YyeHve Nogobpu AbArocpoYHaTa NPOrHo3a nNpu geua C BpofeHa
cbpheyHa 6onect (BCB). Moseyve o1 90% cera foXKuBABAT [0 3pA-
na Bb3pact®? n nopaau ToBa pasnpoctpaHeHneTo Ha BCB npwu
Bb3PaCTHM HapacTBa HempekbcHaTo.883 C no-masnko naymeHTy,
yMUpaLLM OT Nepur-onepaTuBHN CbOUTUA U paHHa CbpAeyHa He-
poctatbyHocT, BCC cTaHa Bogela NnpuymnHa 3a CMbPT NP Bb3-
pacTHU ¢ KopurrpaHa BCB.884 Kom6rHaumaTta oT xupypruyecku
paspesu, MMOKapAeH LMKAaTPUKC 1 OCTaTbYHUN UV HOBU aHaTo-
MWYHW aHOManuu obpasysaT cybcTpata 3a VAs (Quaypa 26).

Crpatndmkaumata Ha pucka ot BCC npu naunenTn ¢ BCb n
6e3 floKyMeHTMpaHa npoabmkmTenHa VA octaBa TpyaHa nopa-
AN CMeceHaTa nonynauma oT naumeHTun, nuncata Ha RCTs n oT-
HOCMTENTHO MasiknTe obcepBaLMOHHM NpoyyBaHuA. Mpu nayu-
eHTW C AByKamMepHa dursnonorua n cuctemHa J1K, ctaHgapTHmAT
kputepuin IKU® <35% ce n3non3sa 3a nog6bop Ha nauymeHT 3a
uMmnnaHTupaHe Ha ICD 3a nbpBuYHa npodunakTrka.t8>88 Mpy
NauneHTn C HEOBACHNM CUHKOM, TEXKU CUMNTOMW Ha apuTMunA
KaTo cbpLebueHe nnmn npecnHkon n NSVT, Tpsabsa fa ce B3eme
npeaswa PES.8% Mpn 6e3cMNTOMHY NaUMEHT C TeTpaiorns Ha
Fallot (TOF), Ho ppyru nokasatenu 3a VA cy6cTpat, enektpodu-
3MoNorMYHaTa OLeHKa Moxe Aa npeumsnpa ctpatndurkaymaTa
Ha pucka-8 XvpypruuHata epa v M3noni3BaHUTe TEXHUKY BAN-
AAT Ha VA cybcTpata 1 nosasata Ha VAs, u TpabBa Aa ce B3emar
npeasui. YCTaHOBEHO e, Ye Harnpumep U3nosi3BaHeTo Ha TpaH-
caHynapeH nay npu nauyneHTn ¢ TOF e cBbp3aHO C MO-HUCHK
puck ot VA.88 Monsara ot ICD TepanuaTa 3a mbpBryHa npodu-
NaKTUKa Npu NaureHTn ¢ eauHnYHa nnmn cuctemHa [K e no-cna-
60 JoKasaHa 1 M3MCKBa fja ce B3eMe npeasua 3abonAaBaHeTo u
cneuymduyHm 3a nauveHTa paktopn. 8208

Mpwn naumenTn ¢ BCb c npogbmxntenHa VA nnun npexusenn
CA e Ba)kHa LANIOCTHa OLEeHKa Ha npeaun3BuKkealute Gaktopu,
BKIOUNTENIHO CbpfeyHa o6pa3Ha AnarHoCTrKa (No-cneunanHo
CMR) 1 xemofMHamuyHa oueHka (Quaypa 26).82 Ako ce oTKpuAT
CbLUeCTBYBALLM VAN HOBU aHAaTOMWUYHW MPOMEHM, M3UCKBALLU
WHTEpBEeHLMSA, MNaHbT 3a NledeHne TpAbBa Aa B3eme npeasua
npefd- VAW UHTpaornepaTMBHO KapTorpadupaHe U HamnpeuyeH
pa3pe3 Ha cy6cTpaTa Ha VT, Tbil KaTo JOCTBMHOCTTa MOXe fa
6bae HapyLweHa cieg onepauyunaTa.8888938% MpenonepartvsHara
oLleHKa U MHTepBeHLMA ca 0cobeHo BaxkHM Npu naumeHTn ¢ TOF,
NMOAJIOKEHN Ha XMPYPIrMYHO Bb3CTaHOBABaHe Ha 6enoapobHaTta
knana. Mpwn n36paHu nauynenTn c BCH (BKNOUNTENHO TE3M C Npe-
HacouBaHe Ha NpeACbpPAHMA KPbBOTOK 3a TPAHCNO3ULMA Ha ro-
nemuTe aptepuu, onepauua Ha Fontan n aHomanua Ha Ebstein),
TpAbBa fa ce B3eMe NpenBuj oueHKa U1 fieyeHne Ha SVT (kato
WHTpa-aTpUasHN PUEHTPU Taxukapauu nan AV pueHTpu Taxu-
Kapauu) ¢ 6bp30 KamepHo nposexkaaHe,820:895.8%

Mpw nunca Ha ngeHtTudnLmpyemn obpatnmm daktopu ce
npenopbyBa UMnnaHTUpaHe Ha ICD 3a BTopryHa NpodunakTum-
Ka Ha BCC.3%3%0 Bvnpeku ue TpaHceeHosHuTe ICD cuctemu ca
M3MNOoJ3BaHN Hal-yecTo M MMAT NPeAUMCTBOTO Ha aHTU-Taxu-
KapAHO 1 aHTU-6paanKaphHO nencrpane, nogkoxHute ICD mo-
raT fa 6baat antepHaTvBa Npy M36paHmM NaLeHTU C orpaHnyeH
BEHO3€eH [OCTbIM A0 KaMepaTa Uiv C MHTpaKapAWanHu LWbHTOBE.



76

Mpenopbkn Ha ESC

’ .

‘ N3NCKBaLLK NHTEpBEHLUMA ’._@

C XeMOoJMHaMUYHO noHocuma VT

MNpeponepaTVBHO KaTeTbpHO
KapTorpadupaHe v abnauusa npegm
WM MO BPEME Ha UHTepBeHLuA®
(Knac lla)

I

MeONKaMeHTO3HO nequMeb

I

abnayms

Hpyru
(Knac lla)

(Knac llb)

@ESC

(Dlnrypa 26: AﬂrOpI/lT'bM 3aJievyeHne Ha Nnpoab/IXNUTENTHA KaMepHa apnUTMUA Npu NauneHTn C BpOAeHO CbpAaeyHO 3abonsBaHe.

BCB, BpogeHa cbpaeuHa 6onecr; ICD, umnnaHTpyem KapaunoBepTep aedubpunatop; TOF, TeTpanorua Ha Fallot; VA, kamepHa

aputMmunsa; VT, KamepHa TaxmKkapauns.
@ [laHHW, nonyyeHu oT nauneHTu ¢ TOF n cBbp3aHu nesnu.

b Mpu TOF He ce n3ncKBa Heycrnex Ha aHTUapUTMUYHOTO IEKAPCTBO.

Mpwn nayneHTn ¢ BCB, MVT Hall-4eCcTo Bb3HWKBA OT PUEHTPY
TaxmKapauy, U3nNon3saly aHaTOMUYHU UCTMYCK, OFpaHnyeHn
OT KNanu, 3aniaTkun 1 Xxmpypruyecku paspesu. PaHHWUTe npoyu-
BaHVA 3a KapTorpadupaHe n abnauus, ocobeHo npu naumeH-
1 ¢ TOF, ngeHTudnumpaxa KpUTUYHN aHaTOMUYHN NCTMYCU C
Bb3MNPOM3BOAMMA aHAaTOMUYHA floKanuzauma.®”8% Cnepsaiiku
Tasu KoHLenuusa, Te3n aHaTOMUYHN UCTMYCU MoraT ia 6bAaat pe-
KOHCTPYMpaHu 1 TpaHCcGOpMMUPaHK B CUHYCOB PUTHM M0 Bpeme
Ha npoueaypwu 3a KaTeTbpHa abnauma c nomoluTa Ha cuctemu
3a efleKTPOaHAaTOMUYHO KapTorpadupaHe, NocTUraiky Hemno-
cpeacTBeH ycnex B 80%.888899-901 3non3BaHeTo Ha npoBoaeH
6510K Npe3 aHaTOMUYHUTE MCTMYCH KaTo KpaliHa TOYKa Ha npo-
LeaypaTa, B AOMbIIHEHVE KbM HenHAyLupaHeTo Ha VT nonobpu
[OMbJHATENHO Ob/IFOCPOYHUTE pe3ynTaTh oT abnayuara.s8889°
KaTeTbpHaTa abnauus ce npenopbuBa no-creumanHo npu TOF
naumeHTn ¢ peuugmsupawa SMVT. MMopagn KOMMNAEKCHOCTTA
npu nauymneHTn c BCB , kakto 1 Ha VT cy6cTpaTa, Tesn npoueny-
puv TpsA6Ba Aa ce M3BbPLUBAT B LIEHTPOBE C ONUT B KaTeTbpHaTa
abnaums npu naumenTn ¢ BCB. Mpu n3bpaHn TOF nauneHTn c

Mpenopbkn

Ta6nuua 38: [Mpenopbku 3a cTpaTudUKaLnA Ha prucKa
N NbpBUYHA MpeBeHUMA Ha BHe3arHa
cbpAeyHa CMbpPT Npu BPOAEHO CbpAaeY-
Ho 3abonsBaHe

Mpenopbkn Knac? Huso?
PuckoBa cTpaTudukayms n nbpBmYHa npeBeHumna Ha BCC
Bcnukn naymenTn c BChb

Mpwv Bb3pacTHu ¢ BCB c AByKamepHa $pusmonorva n

NfIBa CCTEMHA KaMepa CbC CUMMTOMHA CbpAeyHa

HepocTaTbuHOCT (NYHA II/11) n EF <35% BBbnpeku C
>3 meceua OMT, Ma noKasaHuA 3a UMNaHTUpPaHe

Ha ICD 885886

Mpw naumenTn ¢ BCb c npegnonaraem apuTMmyeH
CUHKON ¥ NPV Hali-Manko yMepeHa KamepHa Anc-
dyHKUMA nnn nHayumpyema SMVT npu PES, Tpsabsa
[la ce 0bMUCN UMMNNAHTUPAHE Ha [GRIEELEEeE02

lla C

Mpodwixasa
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lMpodwxeHue

Mpu naumeHTV ¢ HanpeaHana efHOKamMepHa unn
cuctemHa RV gncdyHKUMA € BOMBAHUTENHN PUCKO-
B GpaKTOPM® MOXe fia ce Ma NPeABUA UMIIaHTU-
paHe Ha [GRESCE

11b C

Tetpanorus Ha Fallot

Mpu naymeHTn cneg kopekuma Ha TOF cbc cumnTto-
MU Ha apuTMua n NSVT Tpa6Ba aa ce uma npeasng

eJ'IeKTpOd)I/BI/IOJ'IOFVILIHa OUeHKa, BKJIOYUTENTHO
PES 889,903-905

lla C

Mpwv nayneHTn cnep kKopekuma Ha TOF cbc cumnTo-
MM Ha apUTMUA 1 nonoxutenHa PES, nnn kom6uHa-
Lna oT ApYru prckoBu dpaktopud 1 NonoxnTenHa
PES, TpsibBa Aa ce 06Mmcm umniaHTpaxe Ha ICD.

lla C

MaymeHTn cnep Kopekuyus Ha TOF 6e3 cumntomu
Ha apuUTMUA, HO C KOMOVHaLUVWA OT APYrA PUCKOBU
c|>aKTop|/|,d MOXe fia ce Ma npeaBug enekTpodu-
3MONOrMYHa OLeHKa, BKnountenHo PES.

1ib C

Mpn naumeHTn ¢ KopurmupaHa TOF, nognoxeHn Ha
XMPYPruyHa MM TpaHCKyTaHHa CMAHa Ha 6eno-
ApobHaTa Kfiana, Moxe fia ce Ma npefBsuy Nnpeao-
nepaTMBHO KaTeTbpHO KapTorpadupaHe u TpaH-
cekuma Ha VT-cBbp3aHUTE aHAaTOMUYHU MUCTMYCU
npeav Unu no Bpeme Ha HTepBeHLnaTa. 894

119 C

AV, atproBeHTpuKynapeH; BCB, BpoaeHa cbpaeuHa 6onect; CMR, cbpae-
YeH MarHuTeH pe3oHaHc; EF, ppakumsa Ha ntnacksae; ICD, uMnnaHTupy-
em KapanoBepTep aedunbpunatop; JIK, nasa kamepa; NSVT, Henpoabixm-
TenHa MoHoMopdHa kamepHa Taxunkapaa; NYHA, Hiolopkcka cbpaeyHa
acoumaums; OMT, onTumanHo MeguLUHCKO neveHue; PES, nporpammpaHa
enekTpuyecka ctumynaums; RV, necHokamepeh; BCC, BHe3anHa cbpaey-
Ha cMbpT; SMVT, npogbnxnTeniHa MOHOMOPdHa KaMepHa TaxuMKapAaa;
TOF, TeTpanorus Ha Fallot; VT, KamepHa Taxukapaus.

2 Knac Ha npenopbKuTe.

b HuBo Ha gokasatencTaeHoCT.

¢ [laHHUTe Ca OCKbAHW, a PUCKOBUTE GpakTopu MOXe Aa ca cneuuduny-
HW 3a ne3uATa, BKNlounTenHo HenpogbmkutenHa VT, NYHA II/1ll, Texka
peryprutaumna Ha AV knana v wupok QRS 2140 ms (TpaHcno3nyma Ha
ronemuTe aptepun).

g Opyru puckosu paktopu BKousat ymepeHa RV unu JIK anchyHkuyms,
06wmpHN RV umkatpuker npu CMR,%%%%Y7 npogbmkutentoct Ha QRS
>180 ms®86908 ; rexcka pparmerTauma Ha QRS.209910

SMVT u 3ana3eHa AByKamepHa GyHKLUA MOXe fAia ce uma npes-
BUI KaTeTbpHa abnaumsa BmMecTo mMnnaHtupaHe Ha ICD, npwm
yCJIOBME Ye MOXKe fia ce NOCTUrHe KOMOUHMpaHaTa npouegypHa
KpaiiHa TouYKa HerHAYLMPYEeMOCT 1 NPOBOAEH 610K Npe3 aHaTo-
MUYHUA ncTmyc. 888899

Mpenopbku

Ta6bnuua 39: [MpenopbKu 3a BTOpUYHa NpopunakTmnka
Ha BHe3arHa cCbpAie4Ha CMbpT U Jie4eHne
Ha KamepHa apUTMuA Npyu BPOAEHO Cbp-
AevHo 3abonaBaHe

MNMpenopbKu Knac® Huso®

BropuuHa npeBeHuusa Ha BCC n neyeHne Ha VA
Bcuukun naumenTu c BCb

Mpwu naumeHTn c BCB, npeacTaBAwm ce ¢ npoabA-
xutenHu VAs, ce npenopbyBa OLeHKa 3a OCTaTby- | B
HY NIE3UV NIV HOBU CTPYKTYpPHM aHomannn, 89823

Mpwn naymenTn ¢ UBC ¢ HenoHocmma VT/npekbc-
Hat CA nopagu VF, uma nokasaHua 3a MmMnnaH-
TupaHe Ha ICD cnep m3KntouBaHe Ha obpatumu
npuunkn 349350

Mpodwxasa

lMpodwvxeHue

Mpw naunenTn ¢ BCb 1 peuymansmupalyyn, cMMnNTo-
MaTyHn SMVT nnu ICD wokoBe 3a SMVT, KouTo He
MoraTt Aa 6baat KopurmpaHu ¢ MegukameHTo3Ha
TepanuA unu npenporpamupare Ha ICD, Tpabea fa
ce B3eme npeaBua KateTbpHa abnauus, nssbpLie-

Ha B crieumanusnpaqu uentpose. 899901

lla C

Mpwn n36bpaHu naunerTn ¢ BCB (BKMouMTENHO Npe-
HacouBaHe Ha NpeACbPAHUA KPBBOTOK NPU TPaHC-
nosnuuAa Ha ronemnTe apTepuu, onepauua Ha
Fontan n aHomanusa Ha Ebstein), npeactaBawm ce
c CA, TpsabBa fia ce B3eme NpeaBuA OLEeHKa 1 ieve-
Hue Ha SVT c 6bp3a kamepHa nposogumocr.220/89

Ila C

Tetpanorus Ha Fallot

Mpw nauneHTn ¢ Kopurmupana TOF, konTo ce npef-

cTaBAT ¢ SMVT nnn peumamnsupalla, CUMNTOMHa

moTtusupaHa ICD Tepanua 3a SMVT, ce npenopby- | C
Ba KaTeTbpHa abnayms, n3BbplieHa B CreLuanmsmn-

paHu L|,eHTpOBe.899’901

Mpwn nauveHTn ¢ Kopurupana TOF ¢ MVT, kouto
Ca NOAJNIOKEHY Ha XMPYPTUYHO UM TPAHCKYTaHHO
3amecTBaHe Ha 6enoapobHa knana, TpAbBa fa ce
MMa npefBuA NpefonepaTMBHO KaTeTbpPHO Kap-
TorpadupaHe 1 TpaHceKL A Ha cBbp3aHu ¢ VT aHa-

TOMUYHU NCTMYCU Npean uim no Bpeme Ha nHTep-
BeHLlI/IFlTa.888’893’894

Ila C

Mpu naumneHtn ¢ kopurupaHa TOF cbc 3anaseHa
[BYKamepHa QyHKUMA 1 cumntomHa SMVT, Kate-
TbpHaTa abnayna unu efHOBpPeMeHHa XpypruyHa
abnauyua, N3BbPLUIEHa B Crelynanmn3npaHmn LeHTpo-
B€e, MOXe [la Ce pa3riexaaT KaTo anTepHaTuBa Ha
ICD TepanuaTa.8%%

Ilb C

CA, cbppeueH apecT; BCB, BpoaeHo cbpaeuHo 3abonasaHe; ICD, umnnaH-
Tpyem KapaunosepTep aedpunbpunatop; BCC, BHe3anHa cbpaeyHa CMbpT;
SMVT, npoabnxnTtenHa MOHOMOpbHa KamepHa Taxukapaus; SVT, Hagka-
MepHa Taxukapaws; TOF, TeTpanorua Ha Fallot; VA, kamepHa aputmus; VF,
KamepHo MbxaeHe; VT, KamepHa Taxukapaus.

@ Knac Ha npenopbKuTe.

b Hugo Ha [OKa3aTeNCTBEHOCT.

€ Cneynduunn npenopbkm npu TOF (Knac |-B).

7.2. T[bpBUNYHO eNnekTpuyYecKo
3abonaBaHe

7.2.1. WpnonaTU4yHO KaMepPHO MbXKAeHe
[narHosaTa ngnonatuyHo KamepHo mbxpaeHe (IVF) ce nocTtasa
npu npexusenu BCA, 3a npegnounTtaHe ¢ gokymeHtupaHo VF,
cnep U3KOYBaHe Ha CTPYKTYPHa, KaHanonaTuyHa, Metabonut-
Ha UM TOKCUKONOMMYHa eTnonorns.'3>222911-913 NyuarqoctnyHm-
Te TeCTOBE BK/OYBAT OUOXMMUYHN N3CNeaBaHNA Ha KpbBTa, EKI
(BKNIOUMTENIHO BMCOKWN OTBEXAaHUSA), cbpaeyeH CT/KopoHapHa
aHrnorpadus, Tenemetpus/Xontep, paboTHa npoba, exo-Kap-
Anorpama, TecTyBaHe ype3s 6r10K/paHe Ha HaTpreBUTe KaHasiu
1 CMR (BuTe Pazden 5.2.3, cueHapuin 3).13>222911 Moxe fa ce
MMa npeaBup reHeTUYHO U3cnefBaHe 3a reHn 3a KaHanonatus
1 KapguomuonaTtusa ¢ fobms Ha myTauma ot 3-17%. Moxe fa ce
1MMa NpeaBuA KIMHMYHA OLEHKA Ha YIeHOBETE Ha CEMENCTBOTO
no MbpBa JIMHUA, HO ANArHOCTUYHUAT JOOUB € HUCBK. MNo-cne-
LManHo 3HaYeHMETO Ha OTKpUBaHe Ha 0bpas Ha paHHa penonsa-
pusauua (ERP) npu 6€3cMMNTOMHN POAHUHM € HecurypHo.'82916
Mpwn nauyneHtn c IVF umnnaHtupaHeto Ha ICD Hamanaga
pUCKa OT apUTMMUYHA CMBPT C J0 68% B CpaBHEHUE C aMmofa-
pon332°17-921 (Queypa 27). B 06CcepBaLMOHHN MPOYYBaHUA MpY
cpefHo npocnegasaHe ot 5-6 roanHu, 21,0-29,6% oT naumeHTn-
Te ¢ IVF ca npexnsenn peunamns Ha apuTMUA, KONTO CbOTBETBA
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MmnnaHtupanre Ha ICD
(Knacl)

[eHeTnyHO KOHCynTupaHe
nnscnenBaHe

(Knac lib)

I

OcTpo neyeHue:
M3onpoTtepeHon
Bepanamun
XuHnanH
(Knac lla)

XpOHUYHO neyeHne:
XuHupnH
(Knac lla)

]

I

KateTbpHa abnauusa
Ha Tpurepu Ha KEC
(Knac lla)

S @ESsc

Omrypa 27: AﬂrOpl/IT'bM 3a JlIeYeHne Ha NaumeHTn C nAnonaTNnyHO KaMepHO MbXKAEHE.
ICD, umnnaHTupyem Kapanoseptep aedpunbpunatop; KEC, KamepHa ekcTpacucrona.

Ha roflMlHa YecToTa Ha woka ot ICD 3,6-5,7%, nokato 4,5-17,5%
ca npexviBeny HemotusMpaHu wokoee.”*%?! NsonpotepeHon,
Bepanamuil WM XVHUAUH ca U3MOJI3BaHM 33 OCTPO JIeUeHne Ha
nosTapAwy ce ICD paspAaan nnm enektpuyeckm Gypn. 1913918922
926 B HAKOSIKO Masku MPOYYBAHWUS XMHUAWMHBT € 6Ui BUCOKO
edeKTMBEH 3a HamansiBaHe WM JOPU NPefoTBPATABAHE HA UH-
JYLMPAHETO Ha apUTMKsi MO BPEME Ha MPOorpamMmypaHa CTumysa-
U 223924926 OcgeH TOBA, PETPOCMEKTVBHO MPOyuBaHe npu 46
naureHTV Nokasa HamassBaHe Ha cpeaHus 6poin ICD wokose oT
7,5 Ha nauueHT 3a 2,9 roguHn o 0,9 Wwoka Ha naumeHT 3a 3,7 rogu-
HU, C HAMansiBaHe Ha KaMepHUTe Bypu oT 36 Ha 3 crieq 3anoyBaHe
Ha xmHMAnH.%? Mpwr nauueHTu ¢ peunarsmpalim envsonm Ha VF,
npean3BuKaHu ot nogo6Hu KEC, HenoBnvsBaLLm ce oT MeauLH-
CKO JleueHue, KaTeTbpHaTa abnauus e nokasana ycnex (Queypa
28).186:221,333,493,927-930 KEC Hal-ueCTo NPOW3/M3aT OT ChcTeMaTa Ha
Purkinje n morat fia 6baT eNMMMUHNPAHU C BUCOK MPOLIEHT Ha OC-
Tbp ycnex 87-100%.186:221,333493,927-930 Monpo6HOTO enekTpoaHa-
TOMUYHO KapTorpadripaHe MOXe [a pasKpue 1 NoKanm3npaHm
CTPYKTYPHY n3MeHeHus (62,5% B eaHO npoyusaHe).?*8

Mpenopbkn

Ta6nuua 40: TlMpenopbKu 3a NleYeHNEe Ha NaLUneHT C
nANONaTUYHO KAMEpPHO MbXKAeHe

Mpenopbkn Knac®  HugoP

JAnarHocTuyHa oueHKa

MpenopbuBa ce ngmonatnyHoto VF ga 6bae avar-
HocTuumpaHo npu ouenan ot BCC, 3a npeanounta-
He C joKymeHTMpaHe Ha VF, cnep nsknioyBaHe Ha
noanexatya CTpyKTypHa, KaHanonaTu4Ha, metabo-
JINTHA WV TOKCUKOMOTMYHa eTnosiorna, 22291

Moxe pa ce uma npeaBuA KNMHUYHO M3cnefBaHe
(aHamHesa, EKI n EKI ¢ Bucoku npekopavanHu
oTBeXAaHus, paboTHa npoba, exokapavorpama)
Ha YNeHoBe Ha CEMENCTBOTO OT MbpBa ANHUA NPU
nayyeHTy C nanonaTuYHoO VF.222:278.916

Mpwn naumeHTn c nanonatnyHo VF moxe pa ce
MMa NpefBuf reHeTMUYHO M3CeABaHe Ha reHu,

CBbp3aHM C KaHajslonatuma W Kapagunommona-
TMﬂ.249’278’914'915

Mpodwixasa
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lMpodwxeHue

BropuuHa npodunaktuka Ha BCC n neuenne Ha VA

MmnnaHTrpaHe Ha ICD ce npenopbuBa Npu ngu-
onatnuHo VF.3°2917-919

MHby3na Ha n3onpoTepeHos, Bepanamun uam Xu-
HUAVH 33 OCTPO fleyeHue Ha enekTpuyecka Gyps

MpodwvnxeHue

KateTbpHa abnauyus HanpaBeHa OT OMUTHU enek-
Tpodur3nonosm TpsabBa fa ce B3eme Npeasug npu
naumeHTn c ngnonatuuHo VF c noBTapAwm ce enu-
30an Ha VF, npeamssukanm ot cxopHa KEC, koato

He pearnpa Ha megnumnHCKoO neueHme.927‘93°

lla C

Ila C . =
nnn nosTapawm ce ICD pa3spAAM TpABEa Aa Ce B3eme EKF, enemp;();gpnmorpama, ICD, mmnnammpggx KapavoBepTep aedu
Npensya npy uavonaTuumo VF.I12913918922-024,926 punaTop; , KaMepHa eKCTpacmcTona; , BHE3aneH cbppaeyeH

apecT; BCC, BHe3anHa cbppaeyHa cmbpT; VA, kKamepHa aputmus; VF, Ka-
XuHnguH TpAbea fa ce B3eme npefBuf 3a Xpo- MEPHO MbXKAEHE.
HMYHa TepanuA C LieNl NOTUCKaHe Ha eflekTpuyecka lla 2 Knac Ha npenopbKuTe.
Oyps nnm nosTapswm ce ICD paspsaav npu navona- b Hueo Ha fokasatencTeeHoCT.
TuuHo VF.9239%4
Mpodwvnxasa
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TenemeTpunyuHu npocnegaBaHna — paHeH KEC, npeaunsBunkBaiya VF

@ESC—

Qwrypa 28: |/|,IJ,VIOI'IaTVNHO KaMepHO MbXAeHe, Npean3BNKaHO OT KaMePHU eKCTPaCUCTONIN C KbC Kynipall HTepBa.
EKT, enektpokapguorpama; KEC, kamepHa ekctpacuctona; VF, KamepHO MbXaeHe.
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7.2.2. CuHppom Ha abnrusa QT vHTepBan
(BKNIOUUTENHO CUHAPOM Ha NpuACGUTUA
Abnbr QT nHtepsan)

LQTS ce xapakTepu3upa c yabmkeH QT nHtepsan n VAs, npean3sukaHm

MaBHO OT afpeHeprmyHo akT1BupaHe. CpefHata Bb3pacT Npu Npea-

cTaBsaHe e 14 roguHu. logniuHaTa Yectota Ha BCC npu 6e3cMmnTomHN

naumeHTm c HenekyeaH LQTS ce oeHsiBa Ha no-Mariko ot 0,5%,% foka-

TO NPV TE3V C aHAMHE3a 33 CYHKOM HAPaCTBa 4o OKoso 5%.%

Penkun BapuaHTu B 17 reHa®? ca cebpsanu ¢ LQTS. Bbnpeku
TOBa MPUYMHHO-CNeACTBEHATa BPb3Ka 3a HAKONKO OT UAEHTU-
drumpaHnTe reHmn bewe noctaseHa Noj CbMHeHue.'®® bescnop-
HUTe reHu ca Te3n, npuumnHasawm LQT1, LQT2 n LQTS3: KCNQT,
KCNH2 vi cbotBeTHO SCN5A, KaTo reHHO-crneunduyHnTE TpUrepm
ca HaToBapBaHus (LQTS1), emoumnoHaneH ctpec (LQTS2).) n cbH
(LQTS3). leHETUYHNAT CKPUHUHT naeHTrdMLMpa myTauma B 75%
oT cniyyamTe Ha LQTS n Tpu ocHoBHM reHa npepactasnasat 90%
oT ciiyyanTe ¢ nosnioxuteneH reHotun.'’® LQTS noatvnosete mo-
rat fa 6bAat rpynupani, Kakto crnefsa:

1. ABTO30MHO-floMUHaHTeH LQTS (pa3npoctpaHeHue: 1 Ha

2500) 6e3 ekcTpakapAmManHu NPosBN.

2. ABTO30MHO-goMMHaHTeH LQTS ¢ ekcTpakapavanHa nponsa,

BKJIIOYUBALL;

a) Cungpom Ha Andersen-Tawil (LQT7), KoTo BCe noBeue

ce cynTa 3a oTgeniHa 6onect.?33934

6) Cungpom Ha Timothy (LQTS8), xapakTepusupal, ce c

yabmkeH QT MHTepBan, CMHAAKTUNWA, CbpAEeYHM Marn-
dopmaunn, pas3CcTpPoONCTBO OT ayTUCTUUYHUA CNEKTbP U
ancmopdnsbm. >

3. ABTO30MHO-peLecrBeH LQTS (cuHgpom Ha Jervell n Lange-
Nielsen ), cbueTaBaly eKCTpemMHO yabixKaBaHe Ha QT nHTep-
Basna c BpofeHa rnyxora.’?®

Ta6bnuuya 10: MopgudnunpaH [MArHOCTUYEH CKOp 3a
cnHgpom Ha gbarna QT untepsan?*3
Haxopka Toukn
EKI QTc >480 ms 3.5
=460-479 ms 2
=450-459 ms (Npu MbxKe) 1
2480 ms npe3 4-Ta Bb3CTaHO- 1
BUTENIHA MUHYTa cnef paboTteH
cTpec-Tect
Torsade de pointes 2
AntepHaHc Ha T Bb/lHaTa 1
Ha3bbeHa T Bb/iHA B 3 OTBEXAaHUA 1
Hucka 3a Bb3pacTTa cbpfieyHa yecToTa 0.5
KnnHnyHa CuH- Mpu HaToBapBaHe 2
aHaMHesa i Be3 HaToBapBaHe 1
®OamunHa YneH/oBe Ha cemeNCTBOTO C loKa3aH LQTS 1
aHamHE3a Heo6sacHnma BCC Ha Bb3pacT <30 roanHu 0.5
Npv POAHUHA OT MbPBA NINHNSA
leHeTnyHa MaToreHHa myTauua 35
HaxopKa

EKT, enektpokapanorpama; LQTS, cuHapom Ha yabmxeH QT nHTepsan;
BCC, BHe3anHa cbpaeyHa CMbPT.
LQTS grarHosa cbc ckop >3.

Sl N A ]

LQT2 |
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Ourypa 29: EnekTpokapanorpamu cbC CMHAPOM Ha Abnrua QT uHTepBan 1 KamepHa Taxukapaua torsade-de-pointes.
(A) EKT xapakTepuctukuy B Tpute ocHoBHM LQTS dpeHoTumna. (B) Mpumep 3a torsade-de-pointes npu naumeHT OT MbXKKK MO

c myTauma Ha SCN5A (c.1238C>A, p.A413E). LQT, Obnbr QT.
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JlerHan

A Tect 3a 6bp30 nU3npassaHe

\al

V3

V6 i i

@®Eesc

®urypa 30: [lpomeHU B eneKTpoKapgmorpamara npy 6bp30 M3npaBaHe 1 anTepHUpaHe Ha T BbJiHAaTa NpuW NauueHTn CbC

cvHApPom Ha abnrua QT nHTepBan.

((A) EKT npomeHwu no Bpeme Ha TecT 3a 6bp30 n3npasaHe npy Mbx ¢ LQTS c myTauma Ha KCNH2 (p.S818L); noBuLeHaTta cbp-
JeyHa YyecToTa e CBbp3aHa C No-Maska agantauua Ha QT nHTepsana. (B) AntepHupaHe Ha T BbAHUTE NPU MbX C MyTaLuA

Ha CACNA1C (p.G406R).

Ta3n rpyna ekcnepTu MOTBbPAW AWArHOCTUYHUTE KpuTe-
pvn, NPeAsoKEHN B NpefuLIHaTa Bepcua Ha npenopbkute: QTc
>480 ms nnu LQTS puckos ckop >3%7 (Tabiuya 10) 3a KNUHWYHA
AnarHosa (Queypu 29 v 30). Mpwn Hannure Ha apUTMUYEH CUHKON
unn CA, QTc 2460 ms e focTaTbyeH, 3a a Ce B3eme npeasug ava-
rHo3ata LQTS. [Mpean3BuKaTencTso 3a KNMHNLKCTa e onpeaenaHe
Ha npopabmkMTenHocTTa Ha QT MHTepBana NPy NayMeHTy C Wu-
poku QRS KomnneKcy (T.e. Npy KamepHO NeicupaHe Un HapyLue-
HVA Ha KamepHaTa NPOBOAMMOCT). B Te31 ycnosuA e npepnoxeHa
dopmyna, koato kopurmpa QT cnopen NPOABIIKUTENHOCTTa Ha
QRS.”38 Mpu n3mepsaHe Ha QT MHTepBana, 6GbP30TO U3NpPaBsAHe
Ha MaumeHTa OT JIErHasIo B MPaBO MOJIOKEHMEe, MOXe Aa YeCH!
AmarHocTiumpaHeto Ha LQTS 32939 MposokauwaTa ¢ enuHedppuiH
He Ce NpenopbYBa KaTo PyTUHEH ANArHOCTUYEH UHCTPYMEHT, ThIA
KaTo Bb3MpOu3BOANMOCTTa e ciaba.'¥ Mpenopbusa ce NaumeHTu
C KnHMYHa guarHosa LQTS aa ce nognoXart Ha reHeTUYHO KOH-
CynTpaHe 1 u3cnefBaHe B Cneuvanv3vpaHn LIeHTPOBe, 3a Aa
noslyyat cneymdryHo 3a reHoTuMna jieyeHre 1 a CoMorHe 3a
naeHTdMLMpaHe Ha POAHUHUTE B pUCK. W poaHUHUTE C MyTa-
ums, Ho 6e3 ygbmxaBaHe Ha QT nHTepBana, Nonyyasat AvMarHo3a
LQTS, Tbin KaTo Te ca N3NoXKeHn Ha pUCK ga nonyyat VA, makap u
Mo-PAAKO OT GEHOTUMHO-MO3UTUBHUTE nauneHTn.>*

Bcnuky nauymeHTn ¢ LQTS nonyvaBaT cbBeTU 3a M3bArBaHe
Ha X1rnoKanMemus, NekapcTea, yabmkasawm QT, n reHoTHN-Cre-
undunuHn Tpurepn.’4-943 Beta-6nokepu ce npenopbusBaT Npw
BCUYKM nmaumeHTn ¢ LQTS. HecenekTnBHnTe 6eTa-6nokepu Ha-
[011071 Y NPOMPAHOJION UMaT No-rofiAMa eprKacHOCT 3a Hamansa-
BaHe Ha apUTMUUHUA PUCK.>40944-946 KnuHnuHnTe, enektpokap-

anorpadcknTe 1 reHeTUYHUTE NapameTpy TpsbBa Aa ce B3emar
npeaBua 3a MHAVBUAYANHATa oueHKa Ha pucka.®? Hanocnegbk
CTpaTudrKaumaTa Ha prcKa Ha 6a3aTa Ha NPOABIIKUTENTHOCTTA
Ha QT nHTepBana u reHotuna 6ewe nHTerprpaHa B LQTS kanky-
natop (puckos Kankynatop 1-2-3 LQTS).*#

lMonesHoOCTTa Ha reHeTUYHOTO TecTyBaHe ce WCTpupa
OT HEOOXOAMMOCTTa fia Cce U36AreaT cneynduyHmM 3a reHoTUNa
PVICKOBE 1 OT N3MON3BAHETO Ha MEKCUIETUH KaTo cneunduyHo
3a reHoTuna neyeHune Ha LQT3, koeTo HamanABa Ab/XKUHATA Ha
QT vHTepBana n 6pos Ha apUTMUYHKTE NHLUMAEHTN.”*® TpabBa
Ja ce oTbenexu, Yye pasnnyHnuTe myTauum B SCN5A nokassar
Pa3NyHN OTroBOPW KbM MeKCuneTuH. Hanpumep, nsbpaHu
MyTauuun, naeHTUGMUMPaHN Npy NaumeHTn, KOUTO He pearu-
paT Ha MeKCUNeTUH, NoKa3BaT OTANYnUTENeH enekTpodusno-
norudex npodun npw in vitro nacneasane.’**>° OcseH ToBa,
B C/lyyall Ha MyTauuKn, KOUTO NPUUYMHABAT NPUMNOKPMBALLK Ce
CUHAPOMU, MEKCUNETUHBT He MHAyLMpa eneBauna Ha ST cer-
MeHTa, [JoKaTo ce cbobLlaBa, ue pnekanHug ro npasun.’>' Mpep-
BV HecurypHata pons Ha 6eta-6nokepute npu LQT3, HAMa
VHAOVKaUUW Janu MeKCUNIeTMHDBT TpAbBa Aa ce npunara KaTto
CaMOCTOATesIHA Tepanusa UM B KOMOMHauuA ¢ 6eTa-61okepu.
KaTo ce B3eme npefBua, ye HAKOU MyTaUuM MOXe [la He pea-
rmpaTt Ha MeKCUNIETUH, NPENOPbYNTENTHO € fia Ce N3BbPLUK Nne-
popaneH TecT, 3a fja ce npoeepu fanu QTc ce ckbcasa ¢ 40 ms
npeav Aa ce Npeanuue XpoHNYHO fedexne 248

Mpexnsenute CA maT BUCOK PUCK OT peunansu, gopm
1 Ha 6eTa-6510kepu (14% B pamKmMTe Ha 5-rofuwHa Tepanus),
KOeTo noakpens usnonseaHeto Ha ICD npwu npexusenu CA %2
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Ha QT uHTepBana
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(Knac lla)

MmnnaHTtauyma Ha ICD
(Knac lla)
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Qurypa 31: Anroputbm 3a fleyeHre Ha NaLMEHTN CbC CMHAPOM Ha yabixkeHusa QT uHTepsan.
ICD, nmnnaHTpyem Kapauoseptep aedubpunatop; LCSD, nABa cbpaeyHa cumnaTrikoBa geHepauus; LQT, gvnbr QT; VA, Ka-

MepHa apuUTMUA.

2 06wWm npenopbKu: N3bAreaHe Ha fekapcTBa, yabmxkasawm QT nHtepsana (http://www.crediblemeds.org), Kopekuua Ha enek-
TPOJSITHW aHOMaNMK (XMMOKaNeMIA, XMNOoMarHeanemMmna 1 XMnokanumemms), n3barsaHe Ha cnelndUYHN 3a reHoTuna Tpurepu
Ha apuTMuu (HanperHaTto naysaHe npu LQT1, n3naraHe Ha cunHm wymose npu LQT2).

b MpeanounTtaHn 6eta-610Kepy: HAAOMNON 1 MPONPAHONOS.

OcBeH ToBa UMNnaHTpaHeTo Ha ICD e nokasaHo, Korarto na-
LUMEHTBT MOMlyuyn CUMHKOM u/unu VA Bbnpeky onTumanHata
bapmakosiormuHa Tepanus, Tbil KaTo CUHKOMaNHNUTE CbbUTUA
ca cBbp3aHu ¢ nosuweH puck ot CA.%>3%4 ¥enute ¢ LQTS,
0co6eHo LQT2, MMaT NOBULEH PUCK OT apUTMMSA MO BPEME Ha
6PEeMEHHOCT, KaKTO 1 CreuuanHo npes mbpeaTa rogviHa cieg
paxpgaHe.”> TUXMTe HOCMTENN Ha MyTauumu MMaT HUCHK, HO
He U NMPeHe6PEeXMM PUCK OT CbPAEYHN CbOUTUA 1 NPK Tasu
rpyna naymeHt Tpsbea ga ce B3eme npeasug ynortpeba Ha
6eTa-6nokepn.>°

JlABO cbppeyHa cumnaTrkoBa geHepsauua (LCSD) ce npe-
MopbyBa 33 CUMMTOMHI MauVEHTV BbINPEKN Mpriema Ha GeTa-
6nokepwu, korato ICD e NPOTUBOMOKA3aH MK OTXBbPIIEH, UK 3a
HocuTen Ha ICD, KOWTO NPEXMBABA MHOTOKPATHY LOKOBE, AOKa-

TO e Ha 6eTa-6n0okepy. Toa e NOAKPeneHo OT A0Ka3aTeNCTBaTa,
ue LCSD, ocobeHo KoraTo ce M3BbpLIBA C BUAEO-aCMCTMPaHa
TexHUKa, e 6esonacHa n edpekTnBHa,”’ noHacsa ce nobpe oT na-
UMeHTNTE®® 1 HAMA OTPULATENHO Bb3LENCTBIE BbPXY Cbpaey-
HO-Cbfl0BaTa AeMHOCT.”>® BbnpeKu TOBa, Tbil KaTo YCIOXKHEHNA
Ca HaNCTVHA Bb3MOXHM, @ MOMIOBMHATA OT NaLMEeHTUTE BCe NaK
nonyuasat cbbUTMA cned npoueaypara, LCSD He e anTepHaTuBa
Ha ICD npu Brcokopuckosy nauunenTn.’*® MpodunaktnuHa ICD
Tepanus B JonbiHeHre KbM OMT Moxe Aa ce UMa Npefsua Npu
6e3cMNTOMHM NauveHTu ¢ LQTS, naeHTudrnumpaHn Kato BIco-
KOPVCKOBM Criopeq Kasikyfiatopa Ha pucka 1-2-3 LQTS.*¥ PES we
e rnosiesHa 3a puckoBa ctpaTtudumkauyms npu LQTS.%®!

Queypa 31 UAKCTPYPa ANropUTbMa 3a yNpaseHne Ha nauu-
eHTM CbC yabikeH QT cMHAPOM.
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Mpenopbku
Ta6bnuua41: TlpenopbKu 3a NeyeHWe Ha MaLUEHTU

CbC CMHAPOM Ha Abirmna QT NHTepBan
Mpenopbku Knac?® Huso®

AnarHosa

Mpenopbusa ce LQTS ga ce anarHoctuumpa ¢ QTc
>480 ms npu nosTapALwm ce EKI ¢ 12-oTBexaaHna
cbC unn 6e3 cumntomm, unu LQTS grarHocTnyeH
pesynrat >3.

Mpu NaureHTN ¢ KNMHWYHO gnarHoctTuympan LQTS
ce npenopbyBa reHeTUYHO U3CNIefiBaHe U FreHeTHY-
HO KOHCYNTVpaHe.

MpenopbuBa ce fa ce noctasu gnarHosa LQTS npwm
HanMuMe Ha naToreHHa MyTauuA, He3aBMCUMO OT
npoabmKUTenHoctTa Ha QT.

[unarHo3ata LQTS Tpsa6Ba Aa ce B3eme npeasus

npwv Hannume Ha QTc 2460 ms 1 <480 ms Nnpu NOB-

TapAwwm ce EKT ¢ 12-oTBexAaaHnA npy nauneHTn ¢ lla C
APVTMUYEH CMHKON MPW JIMMca Ha BTOPUYHU Mpu-

YMHU 3a yabKaBaHe Ha QT MHTepBaﬂa.952’962’963

PYTWHHO AMarHoCTUYHO n3cnepBaHe ¢ ennHeppu-
HOBa NPOBOKaLKA He ce npernopbusa npu LQTS.'37

06w npenopbKK 3a NnpefoTBpaTABaHe Ha BCC

Mpwu LQTS ce npenopbyBa cnegHoOTO:

« W3bareante nekapcTtBa, yabmKaBawy QT
nHTepBana.©

« W36arBante n KopurmpamnTte enekTposIMTHUTE
HapyLlueHuA.

+ W36arsante cneumdmnyHn 3a reHoTUNA TpUrepun
3a aputmun.>®

Beta-6nokepw, B naeanHna cnyvai HecenekTMBHN
6eTa-6110Kepu (Hagonon unM MNponpaHosnon), ce
npenopbyBaT Npu nauuveHtTn ¢ LQTS ¢ pokymeH-
TMpaHo yabmkaBaHe Ha QT nHTepBana, 3a Aa ce
HaManu PUCKBT OT aPUTMUYHM CbOUTUA, 240945946

MekcuneTuH e nokasaH npu naumeHtn ¢ LQT3 ¢
yabmkeH QT untepsan 248

.n- i

Beta-6nokepute TpA6Ba Aa ce MMaT nNpeasua npu
naumeHTn C naToreHHa MyTtauua n HopmaneH QTc lla
nHTepsan.??

CrpaTuduKauma Ha pucka, npeseHuus Ha BCC n neuenne Ha VA

MmnnaHtupaHe Ha ICD B gonbnHeHne Kbm 6eTa-

6110KepurTe ce NpenopbYBa Npu nauneHTn ¢ LQTS
1 CA 952:953,962,963

MmnnaHTrpaHeTo Ha ICD ce npenopbyBa npu na-
umeHtn ¢ LQTS, kouto ca cumntomHu,d gokato
nonyvasat 6eTa-6nokepu 1 cneyndryHmn 3a reHo-
TNa Tepanuu.

i .

LCSD e nokasaH npu nauuMeHTn cbC cumntomend

LQTS, koraTo: (a) TepanusaTa c ICD e npoTrBOMNoOKa-
3aHa unn oTkasaHa; (b) nauneHTbT e Ha 6eTa-6n0o-
Kepu n reHotun-cneunduyHy nekapctea ¢ ICD n
NPEeXMBABa MHOXECTBO LIOKOBE WM CUHKOM MO-
paan VA, 541,957-959

MmnnanTupareto Ha ICD nnm LCSD Tpsa6Ba fa ce

Be3emMe Npeasua Npy NaumeHT CbC CUMNTOMEH

LQTS, koraTo 6eTa-6nokepute 1 cneunduyHnTe 3a lla C
reHoTuMna Tepanuu He ce MOHACAT UK Ca NPOTUBO-

noKasaHu B TepaneBTMYHaTa A03a.

Mpodwvnxasa

lMpodwvnxeHue

Mpwn LQTS Tpsab6ea fa ce B3eme NpeaBug U3uncna-
BaHe Ha apUTMUYHUA PUCK NpPeAn 3anouyBaHe Ha
TepanuA Ha 6a3aTa Ha reHoTMMa U NPOABIIKUTEN-
HocTTa Ha QTc uHTepBana.

lla C

MmnnanTrpaHe Ha ICD moxe pa ce B3eme npeasua
npy 6escumnTomMHn nauveHTn ¢ LQTS ¢ BUcoko-
puckoB npodun (cnopes PUCKOBUA Kankynatop
1-2-3 LQTS Risk) B fonbnaHeHne Kbm cneumouyHmTe
3a reHoOTUMNa MeAULMHCKM Tepanun (MeKcuneTnH
npu NaumneHTn c LQT3).32'94°'947'948

MHBa3MBHOTO enekTpodu3NoNornyHo nscneasa-

He He ce npenopbysa npu LQTS.26! - €
CA, cbppeyeH apecT; EKI, enekTpokapanorpama; ICD, nmnnaHTnpyem
kapavosepTep gedubpunatop; LCSD, neBocTpaHHa CbpAeyHa cummna-
TuKoBa fileHepBaums; LQTS, cuHapom Ha yabmkeHuna QT nHtepsan; BCC,
BHe3anHa cbpaeyHa cmbpT; VA, KamepHa aputMmums.

@ Knac Ha npenopbKuTe.

b Hugo Ha gokasatencraeHocT.

€ http://www.crediblemeds.org
d ApUTMIYEH CUHKOM A XEMOAVHAMMYHO HEMOHOCUMa VA.

7.2.3. CuHpapom Ha Andersen-Tawil Tun 1

CrvHpgpombT Ha Andersen-Tawil Tnn 1, KnacupuumpaHn cbo n
kaTo LQT7, e pagko 3abonsasaHe (1:1000000), KoeTo ce xapaKTe-
pu3Mpa C TpM OCHOBHM cuMnToMa: yecta VA (Hanp. ABYNOCOYHa
VT), ancmopdonorum v neproauyHa napannsa.’*4-2¢’ Bxogauwm-
AT n3npaesw Tok ( 1K1), HamaneH nopaam 3ary6a Ha GpyHKLMO-
HanHa MyTaums B KCNJ2°8 npuumHsBa no-ckopo yBennyaBaHe
Ha amnnuTyaaTa Ha U BbAHaTa, a He yabkasaHe Ha QT nHTep-
Bana.’4967-970 CynkombT Mnn JokymeHTUpaHata VT ca cBbp3aHu
C >KMBOTO3acTpaluaBalla VA, a npoyysaHe yCTaHOBM 5-roguiuHa
BEPOATHOCT 7,9% OT x)uBoTo3acTpaiwasawa VA.’” Mpu naunen-
TV C NPOADBIMKNTENTHA XeMOAVNHAMNYHO HenoHocuma VT unn CA
ce npenopbysa ICD.?64%7 OnekanHngbT u/vnu 6eta-6rokepute
usrnexnaa Hamansgat VA,26497997! nokaTo aMMOAapOHBLT MoXe
na 6bae npoapuTMmueH 1 Tpsibea aa ce nnonsea camo c ICD.%7
MpW NaUMeHTV CbC CUHKOM BbINPEKN MeArKaMeHTo3HaTa Tepa-
nus, Tpa6sa aa ce o6¢cbam ICD unu ILR.%7

Mpenopbku
Ta6bnuuya42: [penopbKu 3a NeyeHVe Ha NauUeHTn
cbc cuHApoM Ha Andersen-Tawil

Mpenopbkn Knac? Huso?

AnarHosa

Mpy MauMeHTU CbC CbMHEHME 3a CMHAPOM Ha

Andersen-Tawil ce npenopbuBa reHeTUYHO W3- C
964,967

cnepBaHe.

CuHpgpombT Ha Andersen-Tawil TpsbBa Aa ce B3e-
Me MpeaBua nNpu XoCnuTann3npaHy nayneHTn 6es
SHD, KonTO ce NpeACcTaBAT C NOHe ABa OT C/lefAHnTe
npvisHayu:
« Bucokn U BbyiHU cbc unm 6e3 yabmkaBaHe Ha QT
VHTepBana Ila C
« [iBynocounu n/unv nonumopdHu KEC/VT
« AucmopduuHu npusHaym
« [lepuopnyHa napanusa

+ MyTtauma Ha KCNJ2 ¢ natonorunyHa 3aryba Ha
dyHKLna I64965,967,968,972

CrpatTnduKauma Ha pucka, npeseHuua Ha BCC n neyenne Ha VA

Mpu naumeHT cbc cuHgpom Ha Andersen-Tawil
cnep npekbcHaT CA MM HemoHocuMa NPOAbII-

xutenHa VT ce npenopbyBa MMMMAHTMPAHE Ha
|CD.964967

Mpodwixasa
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lMpodwxeHue

Beta-6nokepu n/wnun ¢nekauHup cbc wunm 6e3
aueTasonamug TpabBa Aa ce B3emaT npeABup 3a

lla C
neyeHve Ha VA npu nauueHTV CbC CUHAPOM Ha
Andersen-Tawil 264970
Mpy naumeHTn cbc cmHapom Ha Andersen-Tawil n lla C
HeobACHMM CUHKON TPA6Ba Aa ce B3eme npeasua ILR.
MmnnaHTpaHe Ha ICD moxe fa ce nma npeasua
npu nauueHT cbC cuHZpom Ha Andersen-Tawil, c

KOWTO MMaT aHaMHe3a 3a HeoBACHUM CUHKON 1NN
CTpajar oT TofieprpaHa NpoabKUTENHA W

CA, cbppeyeH apecT; ICD, umnnaHTupyem Kapgauoseptep aednbpuna-
Top; ILR, umnnaHTMpyemo 3anucsaujo yctponctso; KEC, KamepHu ek-
ctpacuctonu; BCC, BHe3anHa cbpaeyvHa cmbpT; SHD, cTpyKTYpHO Cbp-
neyHo 3abonsgaHe; VA, kamepHa aputMus; VT, KamepHa Taxnkapansa.

@ Knac Ha npenopbKuTe.
b Hugo Ha gokasaTencreeHocT.

7.2.4. CuHgpom Ha Brugada

EKI Tvn 1 Ha Brugada ce xapakTepu3upa ¢ eneBaums Ha TouKaTa
J>2 mV c eneBauma Ha ST cermeHTa 1 MHBepcuA Ha T Bb/HaTa B
Han-Manko egHo AACHO npekopauanHo EKT otBexkgane, V1 nnu
V2, n031MLMOHMPaHO BB BTOPO, TPETO WS YETBBPTO MeXaype-
6pue (Queypa 32). Moxe fia Bb3HUKHe CMOHTaHHO, Unu aa 6bae
npeAunsBrKaH OoT GNOKMpaLLM HaTPUEBUTE KaHanu NleKapcTBa
nnn bebpunutet.'3>231973-978 Thabea 3aAb/KUTENIHO Aa Cce U3-

KMtouaT Apyru CbCTOSIHUA, KOUTO MoraT Aa o6scHAT EKI o6pa3
TVN 1, Taka HapeyeHuTe peHokonma.”?

BrS ce gmarHoctuuympa npw nayueHTn 6e3 Apyro cbpaed-
HO 3a6onsiBaHe M CbC CMOHTaHeH 06pa3 Tun 1, He3aBUCKMO
OT CUMNTOMMTE, MOPAAN HEroBaTa PALKOCT B obwarta nonyna-
UMA 1 Bpb3Ka € prcka.231979%80 O6pasbT TN 1 MoXe Cbllo Aa
6bAe VHAYUMPaAH upe3 npunaraHe Ha 670Kep Ha HaTpueswU-
Te KaHafin KaTo AMAarHOCTMYEH TeCT MpW MaumeHTy, 3a KOUTO
ce nofosnpa, Yye nmaT ckput BrS, Ho 6e3 cnoHTaHHa EKI Tun
1.135136,231,387,973,978,981-985 By, np ek TOBA, MPOBOKALUATA C eKap-
CTBO Unv Npv Ge6PUNNTET € NO-MasIKo creynduyHa, OTKOSIKO-
TO ce cmATale Jocera, ¢ 2-4% pa3npocTpaHeHrie NPy 34paBm
VHAMBVAN 1 NMO-BMCOKO Pa3npoCTpaHeHne npu naymeHTn ¢ AV
HOZANIHA PUEHTPU TaXMKapAMs UK AOMbIIHATENHA NMPOBOAHA
BPb3Ka B egHO npoyusaHe.”’’78%86 Mo MmHeHneTo Ha Tasu rpy-
na ekcnepTu, nHayumpaHuat EKI o6pas tnn 1 n3nckea v gpy-
MM KNMHWYHW XapaKTePUCTUKK, KaTo AOKYyMeHTupaHu PVT/VF,
APUTMUYEH CUHKOM WIM CbOTBETHA haMUiIHa aHAMHe3a.

Pe3ynTaTbT OT reHeTUYHOTO TeCTyBaHe Npw nauueHTy ¢ BrS
e npubnusntenHo 20%, KaTo reHbT SCN5A e eAVHCTBEHUAT reH ¢
[0Ka3aHa Bpb3Ka 3a LiennTe Ha KIMHUYHOTO TecTyBaHe. %% %80 Qe-
HOTUWMHO 1 FEHOTUMHO HECHOTBETCTBME Ce HabiogaBa B cemeil-
cTBa ¢ SCN5A, KoeTo ce 06ACHABa C NPOMeHNMBUTE ePEKTU B Te-
KEeCTTa Ha MyTaLMMTE 1 CbC CKOPA 3a MOJIMIEHEH PUCK, MOJTyYeH
OT MPOyYBaHVsA 3a acounrpade B uenus reHom.7%97°%87 Nocnep-
HUTE JaHHV CbLIO NOAKPENAT NOTeHLMaN 3a NPorHo3upaxe, 88989
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®urypa 32: TunuuHu nprmepy 3a (A) Brugada Tvn 1 enektpokapavorpama u (B) enekTpokapariorpama ¢ o6pa3 Ha paHHa

penonapv3sauus.
ECG, enektpokapguorpama.
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McuxoTponHn nekapctBa, u3bpaHu AADs, aHecteTUuw,
KOKauH, MPeKOMepeH Mpuem Ha afikoxos 1 GpebpunmnteTsT ca
noTeHUMaNHN TpUrepy 3a akTmBupaHe Ha EKI o6pas tvn 1 u
3agencteare Ha VF.2312%7 Puckbt oT peumnausupauo VF cpen
nauueHTn, koumto ce npepctaBaT cbc CA, e 48% 3a 10 rogu-
Hu. CnepoBaTtenHo umnnaHTupaHeTo Ha ICD e nokasaHo npwu
MaumeHT! cbC cumnTomeH BrS, kouto ca npexusenn CA vnun
MMaT JOKYMEHTMpaHa CroHTaHHa npoabmkutenHa VA (Queypa
33).980990-994 Mp6m3mTeNnHo efHa TpeTa oT nauueHTuTe ¢ BrS ce
NPeACTaBAT CbC CUHKOM.?® PUCKBT OT apUTMUYHK CbOWTUA Npu
naumneHTn ¢ BrS c HEOBACHUM CUHKONM € 4 MbTW MNO-BUCOK OT PU-
cKa Npuv 6e3CUMMNTOMHU MauueHTI,!5>990-9929949% Monpo6HaTa
NCTOPUA Ha NaLUMEeHTa, BKIOUMTESHO IUMNcaTa Ha NpOAPOM Mn
cneumduyHN TpUrepy Ma CbLLECTBEHO 3HAUEHME 3a pa3rpaHu-
YaBaHe Ha APUTMUYHKA OT HEAPUTMUYHUA CUHKOM. He3aBucmmo
OT TOBAQ, ETVOJIOTMATA Ha CMHKONMa e TPYAHA 3a onpeaensaHe npu
f0 30% oT naumeHTuTe ¢ BrS. B Mmanku npoyusaHuna aputmumaATa,
oTkpuTa oT ILR, e npomeHunna KAnHMYHOTO neveHne npun 20-36%
OT NaymeHTnTe € BrS 1 HeobACHUM crHKon.%97-999

be3cMNTOMHUTE MauUMEHTN NPeACTaBNsABAT MHO3UHCTBO
HOBOAMArHOCTULMPAHN NaumeHTn ¢ BrS ¢ yectota Ha apuTMUY-
HU Cb6MTUA 0,5% roguiuHo.'%%%1%0 TaxHoTo puckoBo cTpaTUdK-
umpaHe octasa TpyAaHo. CnoHTaHHa EKI tmn 1, KakTo 1 apyru
EKI mapkepu, Kato 06pa3bT Ha paHHa penonapusauma n QRS
dparmeHTaUMATa, Ca CBbP3aHW C MO-BUCOK PUCK.’ 8099210021003
HsAkow ca BKoYeHN B PUCKOBITE CKOPOBE, BbMPEKM Ye non3ata
OT TOBa NPW NaLMEHTN CbC CPefieH PUCK OCTaBa Hmcka. 0041005
EnekTpodursmonornyHute m3cneaBaHua ocTaBaT MpoOTUBOpe-
ynBn. MHOTOLUEHTPOB aHanM3 Mokasa, Ye WHAYLMPAHETO Ha
npoabmxuTenHa VA no Bpeme Ha enekTpopu3nMonormyHn mns-
crliefiBaHNsA e CBbP3aHO C MO-BUCOK Gbaely puck ot VA.'> UH-
JOyumpyemocTTa e CBbp3aHa obaue C NOTEHUMANHO KIIMHUYHO
JencTealy pes3ynTtaT camo npu 6e3CMMNTOMHM MauMeHT CbC
crnoHTaHeH EKI obpas Brugada tun 1.

B cnyyan Ha nosTapAwm ce ICD wokose 3a VF, XMHUANHDBT
WNN KaTeTbpHaTa abnauua ca ycrnewHn 3a HamansBaHe Ha
yecToTaTa Ha Wwoka.??10061007 | ydy3uaTa Ha M3onpoTepeHosn
MOXe [a NOTUCHe efnlekTpuyecka 6yps.'%% B HakonKo Manku
NPoyuYBaHVA XUHUANHBT € 6un ePpeKTUBHO CPeACTBO 3a Hama-
nsBaHe Uv Jopv NPeaoTBpaTABaHE Ha UHAYLMPYEMOCTTA Ha
apuTMMA MO BPeMe Ha NporpamupaHa cTumynayms, 92210061007
Bbnpekn ToBa, HeGnaronpusaTHY eGeKkTU OT XMHUAWH MoraT
[la Bb3HUKHAT Npu Ao 37% OT NauMeHTUTe, a XMHUAUHDBT e
HeLOCTbMEeH B MHOro cTpaHu. Lunoctason (MHXxubutop Ha
dochoamnecTepasa-3) moxe ga 6bae anTepHaTUBa Ha XUHU-
AnHa.'%% NanHuTe OT enekTpo-GpM3NONOrMYHOTO KapTorpa-
dunpaHe, CBbP3aHN C XUCTOMATONIOMMYHM U3CeABAHMSA, Npej-
nonarat, 4ye aHopmaneH Gubpo3eH apuTMOreHeH cybcTpat

Mpenopbknu
Ta6bnuua 43: TpenopbKu 3a NeyeHWe Ha MaLMEHTU

CbC cMHApPOM Ha Brugada

Hugo®

Knac?

Mpenopbku
AwnarHosa

lNMpenopbuBa ce BrS pa ce gamarHoctTuuupa npu
naymeHTn 6e3 apyro cbpaeyHo 3abonsBaHe N CbC
CcroHTaHeH o6pas Ha EKI Tun 1 no Brugada.®’4-976

Mpenopbusa ce BrS ga ce grarHocTULMpa Npy naumneHTun
6e3 pyro cbppeyHo 3abonABaHe, KOUTO ca NPeX1BeNy
CA nopagw VF vnn PVT n umat EKT Tun 1 no Brugada,
MHAYyLMpaHa OT NPOBOKaLA ¢ 6110Kepy Ha HaTpueBuTe
KaHasv uv 1o Bpeme Ha pebpunmTer, 3136975981982

Mpodwxasa

lMpodwvnxeHue

leHeTnyHO mM3cnepBaHe 3a SCN5A reH ce npeno-
pbuBa 3a NpobaHan ¢ Brs.1641016

BrS TpsabBa fa ce obmucnv npu nauuveHTn 6e3

LPYro cbpfeyHo 3abonaBaHe 1 MHAYLMpaH obpa3

Brugada tun 1, KOUTO MMaT NOHe eHO OT:

+  ApUTMUYEH CUHKOM U/ HOLLHO aroHaHo AnLuaHe

« (®amunHa aHamHe3a 3a BrS

« (®amunHa aHaMHe3a 3a BC (Ha Bb3pacT <45 roau-
HU) C OTpULATENHA ayTONCKUA U CbMHUTENHM 3a
BrS o6cTosATencrea.

BrS moxe pa ce cuyvTa 3a AvarHo3a npu nauueHTn
6e3 Apyro cbpAeyHo 3abonABaHe, KOUTO NPoABABAT
nHAyumpaHa Brugada tvn 1 EKNECEE R e 28y

TecTbT ¢ 6510Kep Ha HAaTpMeBWTE KaHanw He ce npe-
nopbyBa NpU MaLmMeHTu ¢ npegwectsawy Tun | 06-
pa3 Ha Brugada.

O6wWM NpenopbKn

Mpw Bcnykm naumeHTy ¢ BrS ce npenopbusa ciegHOTO:

(@) U3baAreaHe Ha nekapcTBa, KOMTO MOraT fa npe-
[AV3BUKAT eneBauua Ha ST-cermeHTa B Ae€CHU-
Te npekopavanHu otBexpanua (http://www.
brugadadrugs.org).

(b) N36sArsaHe Ha KOKaunH, KaHabuc 1 NpekomepeH
nprem Ha asikoxoJl.

(c) JleueHne Ha Ge6PUNNTET C AHTUMNPETUYHN Nle-
KapcTBa.

lla C
Ilb C
C
C

CrpatudumKauma Ha pucka, npeseHuua Ha BCC n neyeHne Ha VA

WmnnaHTrpaHe Ha ICD ce npenopbyBa Npu nauu-
eHTu ¢ BrS, konto:
(@) canpexuBenu npekbcHat CA u/vnn

(b) maT fOKYMeHTMpPaHa CMOHTaHHa MPOABIKN-
Tenna VT.980.990-992

MmnnanTupaHeto Ha ICD TpsA6Ba ga ce B3eme
npeABvA NPy nauneHTn ¢ obpas Ha Brugada tin 1
1 apuTMUUeH cnHkon,?20:292:996

MmnnaHTupaHe Ha 6pMMKOB pekopaep TpA6Ba Aa
ce B3eme npeABuA Npu nauneHTy ¢ BrS ¢ HeobAc-
HeH cutkon. 297999

XvHUANH TpAbBa Aa ce MMa NpeABU  NPU NaymeH-
Ti ¢ BrS, kouto otroBapAT Ha ycnosuATa 3a ICD, Ho
MMaT NPOTMBOMOKAa3aHWe, OTKas WM NOBTaPALLN
ce ICD wokose 22210061007

NHdy3nATa Ha n3onpoTtepeHon Tpabea fa ce B3e-
Me MpefBuA Mpv nauveHTn c BrS, cTpapawm ot
enekTpuuecka 6yps.'°08

KaTeTbpHa abnauusa Ha Tpurepupatum KEC u/vnv ennkap-
IieH cybeTpat Ha RVOT TpabBa Aa ce vma npeasus npu
naumeHTm ¢ BrS c noeTapsawm ce motmampanu ICD Lwoko-
Be, pedpaKkTepHN KbM NlekapcTaea Tepanus,' 101015

PES moxe pa ce uma npeasug npu 6€3cMnTOMHU
nayMeHTn cbC cnoHTaHHa BrS EKT tun =S

MmnnanTupaHe Ha ICD moxe fa ce iMa npeAByAa Npu
136paHn 6e3CMNTOMHY MaumneHTn ¢ BrS n nHayum-
pyemo VF no Bpeme Ha PES, ¢ 0 2 ekcTpacTumyna. >

He ce npenopbyBa KaTeTbpHa abnauus npu 6es-
CYMMTOMHW NauneHTn ¢ BrS.

C
lla C
Illa C
lla C
lla C
IE} C
b B
[114] C

- c

BrS, cuHgpom Ha Brugada; CA, cbppeueH apecT; EKI, enektpokap-
aunorpama; ICD, nmnnaHtTupyem Kapguoseptep aedpubpunatop; PES,

nporpamupaHa enektpuuecka ctumynaums; KEC,

npexaeppemMeHHn

KamepHu Komnnekcy; PVT, nonumopdHa kamepHa Taxmkapgus; RVOT,
13xoAsALY TPaKT Ha AAcHa Kamepa; BCC, BHe3anHa cbpaeyHa cmbpT; BC,
BHe3anHa cmbpT; VA, kKamepHa aputmuns; VF, KamepHO mbxaeHe.

@ Knac Ha npenopbKuTe.
b Hugo Ha pokasatencreeHocT.
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B enuKkapaHua RVOT e oTroBopeH 3a eneBauuaTa Ha ST-cer-
MEHTa B fIeCHUTE NPEeKOPAUAHY OTBEXJAaHUA 1 nosBaTa Ha
VF npwu BrS naumentn.'%% A6naumaTa Ha Te3n NaToONOrMYHM
o6nacTn Moxe [a NOTUCHE 3HAUYUTEIHO PeLuaVBMPALLOTO
VF v na Hopmanusupa EKI npu >75% oT nauyneHTtuTe.'009-1015
Mpw naumeHTn c NoBTapALM ce enusoamn Ha VF, npeanssuka-
HU oT nofo6Ha KEC, KoATO He pearmpa Ha MeAuLUHCKO fe-
yeHune, KaTeTbpHaTa abnauma Moxe Ja e HacoyeHa KbM KEC,
KOeTo Hal-yecto npowusxoxpga oT RVOT mnm cuctemata Ha
Purkinje.'®’® Bbnpeku ToBa, laHHUTE OTHOCHO AbJATOCPOYHO-
TO NpocnefABaHe crief abnauus ca orpaHuyeHu, a npu 6es-
CUMMATOMHW NaLMEHTU HAMA JaHHW OT W3NUTBAHUA, HATO OT
abnauus.

7.2.5. CvuHApPOMM Ha paHHa penonsapusayus

CUHLPOMDBT Ha paHHa penonapusauna (ERS) ce guarHoctnumpa
npv NauymeHT, peaHumupand npu PVT unun VF 6e3 cbpheyHo 3a-
6onsBaHe 1 0bpa3 Ha paHHa penonapusauma (ERP); Enesauun
Ha J-ToukaTa =1 mm B =2 cbCcefHM JONHW u/unn natepanHn EKT
otBexgaHua (Queypa 32).1352311017-1019 ERP obaue e Haii-yec-
TO JO6pOKayecTBEHa HaxoAKa M 3a pasnpocTpaHeHue Ha ERP
ce cbobuaBa B 5,8% npu Bb3pacTHM 1 € Mo-4ecTo Npu MIaau
MbXe 1 cnopTucti,'3>2311017-1021 By,npnekn Tosa, ERP e cBpbx-
NpefCcTaBeH NP POAHNHM CbC ciydam Ha SADS?21022 y Ha oue-
nenu ot CA.'2°1% lnarHocTuuHaTa epeKTUBHOCT U MONEe3HOCT-
Ta Ha reHeTUYHOTO M3cnefBaHe e Hucka. 2371925 Mpepanarar ce
BMCOKODMCKOBW XapakTepucTukm Ha EKI ¢ uen vBenuuaBaHe
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06wy NpenopbKuP
(Knac I)
TecT c briokepy Ha

HaTpUeBMTe KaHanm
(Knac [11)]

M3kntoueTe antepHaTUBHa AMarHo3a, CboTBETCTBALA Ha EKIM?
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MmnnaHTauma Ha ICD
) (Knac lla)
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l XvHanH
ILR (Knac lla)
(Knac lla) l

l

KatetbpHa abnayus
(Knac lla)

{ Heratueen | | HeratvBen |

Mo3ntneeH

@Esc—

®urypa 33. [MbpBa 4acT: ANIrOPYTHM 3a JIeYeHre Ha NALMEHTM C eNleKTpoKapAnorpama tun Brugada.
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""""""""""""""""""" - ( VNN NPEKbCHAT CbpAeyeH apecTt )

*

Vi3knioueTe antepHaT!BHa AnarHo3a, CbOTBETCTBALA Ha EKr@

v
Eﬁ( Tmn 1 EKI ) @

O6wwn npenopm(mb
(Knacl)

1 HaTpMeBNTE KaHanu
(Knac)

MmnnaHTupaHe Ha ICD l

(Knac )

TecTt c 6niokepun
Mo3nTneHM

Ha HaTpuneBuTe KaHann

(Knac IlI)
( cumnTomaTyHa VA )

o6wm npenopwab
(Knacl)

Pe3yntTatn

HeratneHun

—

OMbJIHNTENHA OLIeHKa 33
anTepHaTnBHa npuunHa 3a VA/CA

MmnnaHtayua Ha ICD
(Knac)

!

( cumnTomHa VA )

XUHUAMH
(Knac lla)

{Peuw,qmswpama CYMNTOMHA VA[

I

KaTeTbpHa abnauus
(Knac lla)

@ESc

Ourypa 33. Bropa yact: Anroputbm 3a neyeHrvie Ha NaLMeHTH C eleKTpoKapauorpama tun Brugada.

BrS, cuHpgpom Ha Brugada; CA, cbppeueH apecT; EKT, enektpokapanorpama; ICD, umnnaHTipyem kapavosepTep gednbpunatop; ILR,
UMMIAHTMPYEMO 3anmncBaLLo ycTponcTso; SADS, cMHAPOM Ha BHe3anHa apUtMrnyHa cMbpT; VA, KamepHa aputmus.

@ Echo, CMR, cbpgeuHa CT, KA nokasaHu cnopeg KMMHUYHOTO NPEeACTaBAHE Ha MaLMeHTa U PUCKOBUTE haKTopU.

b 06wy npenopbKu: M36sArBaHe Ha NIEKAapPCTBa, KOWTO MOraT fia NPEAM3BIKaT efleBaLyis Ha ST-cermeHTa B AeCHUTE NpekopaAnanHm
otBexxgaHua (http:/www.brugadadrugs.org), n36sarsaHe Ha KOKauH 11 MIPEKOMEPEH MPYIEM Ha akoXoJT, fleYeHre Ha debpurnuTeTa c

aHTUNMPETUUN

Ha BepoATHOCTTa OT ERS: nspaseHn J-BbaHM =2 mm, guHamunu-
HW MPOMeHN B efleBaumATa Ha J-toukata (>0,1 mV) n J-BbAHNK,
CBbP3aHM C XOPU3OHTANeH UK Hu3xoaAw ST-cermeHT (Queypa
34) 23110261027 ERP ¢ xOpU30OHTaseH ST-CerMeHT ce CBbp3Ba C pUCK
OT apUTMUA NPY Bb3pacTHY xopa v nonynaums ¢ IVF.'%?7 Bbnpe-
Kn ToBa, npexusenute ERS n pogHuHUTE Ha cnyyan Ha SADS
CbLO MOKAa3BaT MO-BUCOKO Pa3npoOCTpaHeHne Ha Bb3xoaswy/
Bb3xoaAL, ST cerMeHT B CpaBHeHue ¢ KoHTponuTe.2821018 Hajp-
Manko 40% ot nauueHTuTe ¢ ERS n VF nmat nocnepaiwm enu-
304K, KaTo 27% cTpafaT OT MHOXeCTBO ennsonu.23110281029 |y
dy3naTa Ha n3onpoTepeHos e eGeKTUBHA 3a OCTPO MOTUCKAHE
Ha MOBTaPALM ce pa3pAan Ha ICD v enekTpuyecka Gypsa.'030-1032
AADSs, KOMTO 6/10KMPAT NPEXOAHMA N3XOAALL KalMeB TOK, MoraT
na npefotepatar VF.22210301033 PatpocneKTYBHO MHOMOLIEHTPO-
BO MPOyuYBaHe e MOoKa3aio HamassBaHe Ha PeunanBMPaLLOTO
VF cnep 3anousaHe Ha XMHUAUH.'%® Nuxnbutopute Ha pocdo-
AMecTepasa-3 Kato LMIoCTason v MWIPVHOH CbLLO Hamanssat
peumamsupaHeto Ha VF.'932 AbnaumnaTa Ha TpurepHa KEC, 061k-

HOBeHO OT cuctemaTa Ha Purkinje, nma HenocpepcTBeH ycnex
87-100% n moxe fa 6bae epeKTMBHA 3a NpefoTBpaATABaHe Ha
peunavBs Npu naumneHTn c peppakTepHo Ha nekapcTea V10101017
MoapobHO enekTpoaHaTOMMYHO KapTorpadupaHe Moxke Aa
paskpue NoKanu3mpaHn CTPYKTYPHU uaMeHeHma npu 39% ot
naumeHTute ¢ ERS.'%'% AGnaumsTa Ha Te3n o6nacTv NoTUCKa yc-
newHo enekTpuyeckaTta 6ypsa n moxe aa 6bae TepaneBTUYHA
onuuA B ONUTHU LieHTpOBe. [ToHacToALLEM He e M3BECTHO Aanu
KaTeTbpHaTa abnauna nogobpsAsa JbAroCpoyYHUTE pPe3ynTaTu.

JIunceat faHHM 3a puckoBa cTpaTudMKauma Ha MaLUeHTn
CbC cbMHeHMe 3a ERS 6e3 npeaxogHa CA. Mpwu nuua ¢ ERP 1 He-
06ACHUM CMHKONM, HAaCTOALMAT NaHenN nNpenopbyBa Aa ce B3eme
npegsug npocnegsasaHe ¢ ILR. Toin KaTo nporHo3aTa npu 6e3-
cumnToMHM inua ¢ ERP e go6pa, ICD TepanusaTa 06MKHOBEHO He
e nokasaHa.'41936 Ako uma obaue Bucokoprckos ERP v cunHa
dbamusiHa aHamHe3a 3a HeobsACHKMA toBeHWTHa BC, ToraBa moxe
[a ce Ma npeaBuAa MMniaHTMpaHe Ha ICD nnu XvMHUanH.
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« (MamunHa aHamHe3a 3a ERS
— 8@
ILR ILR

(Knac lla)

(Knac lla)

MmnnaHTaums Ha ILR
(Knac llb)

XuHnpnH
(Knac llb)

« (MamwunHa aHamHe3a 3a ERS

! I

M3onpoTtepeHon XuHnguH
(Knac lla) (Knac lla)
XHUAWH
(Knac lla)

atheter ablati

(Knac lla)

WmnnanTauma Ha ICD
(Knac llb)

ILR
(Knac lla)

XUHUgMH
(Knac lib)

®urypa 34: JleyeHue Ha NaLMEHTN C 06pa3/CHAPOM Ha paHHa pernonApu3alus.
ERP, o6pa3 Ha paHHa penonapusauus; ERS, cuHgpom Ha paHHa penonapusauyus; ICD, umnnaHTipyem KapavosepTep fedu-
6punatop; ILR, nmnnaHTupyemo 3anncaalyo yctponctso; KEC, kKamepHa/v ekcTpacuctona/v; BC, BHe3amnHa cMbpT.

2 BCOKOPMCKOBY XapakTepncTukm Ha ERP: J BbiIHU >2 mm, AvHaMWYHK npomeHu B ST mopdonoruaTa.

Mpenopbku
Ta6nuuya 44: MpenopbKu 3a neyeHne Ha NaUMeHTH ¢ 06-
pas/cuHApOM Ha paHHa penonsapusayusa

Huso®

Knac?

Mpenopbkn
AnarHosa

MpenopbuBa ce ERP pga ce gnarHoctuumpa kato
enesauus Ha J-ToukaTa =1 mm B ABe CbCeAHM AO-
JHU n/mnn natepanHun EKT oreexpaaHus.'0171018

Mpenopbusa ce ERS pga ce gnarHocTympa npv na-
LMEHT, peaHnmupaH oT HeobacHumo VF/PVT npu
Hanuuve Ha ERP.10171018

Mpodwixasa

lMpodwvxeHue

Mpw xeptBa Ha BCC c HeraTuBHW ayToncua u npe-
rnep Ha MeMLUHCKOTO focue, n EKT npegun cmbp-
TTa, AemoHcTpupalla ERP, anarHosata ERS Tpa6sa
na ce B3eme npepgug. 0171018

PoAHWHM OT nbpBa cTeneH Ha nauueHTn ¢ ERS

TpsAbBa Aa ce B3emat Npeasua Npy KAWHWYHATA

oueHKa 3a ERP ¢ gonbiHMTENHN BMCOKOPUCKOBM
¢,1022,1037

XapaKTepUCTUKN.

[eHeTYHOTO M3cnefBaHe npw nauueHTn ¢ ERS
MOXe Jia ce UMa npeasug. >

KnuHuyHata oueHKa He ce nmpenopbyBa PyTUHHO
npv 6e3cMMNTOMHM nLa ¢ ERP,'038,1039

| —

@ESC

Illa C

lla
- c
- c
Mpodwixasa



Mpenopbkn Ha ESC

89

lMpodwxeHue

CrpaTuduKkauma Ha pucka, npeseHuus Ha BCC n neyenne Ha VA

MmnnaHntupaHeTto Ha ICD ce npenopbyBa npwu
nauueHTun ¢ gnarHosa ERS, konTto ca npexuse-
nm CA.1017

NHpy3nATa Ha umsonpoTtepeHon Tpabsa fa ce
B3eme npeasug npu naumeHtn ¢ ERS n enektpu-
yecka Byps,1017.1030-1032

XvHVUAWH B fonbaHeHne Kbm ICD TpA6Ba Aa ce B3e-

Me npensug npu peumavenpailo VF npu nayneH-
1 C ERS 222,1030,1033

ILR Tpa6Ba fa ce B3eme npefsua npuv nuua ¢ ERP
1 MOHe eavH PUCKoB dakTopd Man apuTMuueH
CI/IHKOI'I.1020

AbnauyusTa Ha KEC Tpa6Ba fa ce B3eme npeasug
npu naumeHTn ¢ ERS c noBTapAwm ce ennusoan Ha
VF, npeausBukaHu ot nogobHa KEC, KoATo He ce
MNOBMABA OT MeaULMHCKO nevenue. 010

MmnnaHtvpane Ha ICD wAn XMHUAUH MOXe

na ce uma npeasupg npu nuua ¢ ERP un aput-

MUYEH CWHKOM, W  [OMbAHUTENHU PUCKOBU
d,1030,1033

XapaKTEPUCTUKN.

lMpodwvnxasa

lMpodwvnxeHue

MmnnantupaHeTo Ha ICD nnu XMHMANH Moxe fa

ce o6MMCIM NPU AaCMMMITOMATUYHU UHAMBUAW,

KOWUTO JeMOHCTpupaT Brcokopuckos ERPc npwu C
Hanuume Ha pamunHa aHaMHe3a 3a HeOGACHEHA

loBEHMNHa BC,1030,1033 2022

WmnnantupaHeto Ha ICD He ce npenopbuyBa

npu 6escumnToMHm ESC mauveHTn ¢ msonupax C
ERP.1034,1035,1040

CA, cbppeydeH apecT; EKT, enektpokapauorpama; ERP, 06pa3 Ha paHHa
penonapusauus; ERS, cuHppom Ha paHHa penonapusauus; ICD, imnnaH-
TMpyem KapauosepTtep aedpubpunatop; ILR, imnnaHTrpyemo 6prmko-
BO 3anucBalyo yctponctso; KEC, npexxaeBpeMeHHN KamepHW Kommne-
keu; PVT, kamepHa Taxukapaua; BCC, BHe3anHa cbppaeyHa cmbpT; BC,
BHe3arnHa cMbpT; VA, KamepHa aputmus; VF, KamepHO MbxeHe.

@ Knac Ha npenopbKuTe.
b Hueo Ha gokasatencTeeHocT.

€ BUCOKOPVCKOBY XapakTepucTukiy Ha ERP: J BbAHM >2 mm, AMHaMUYHN
NpOMeH B Touka J u mopdonormata Ha S0 0a

d BucokopuckoB ERP: bamunnHa aHamHesa 3a HeobsacHuma BC <40 rogu-
HW, damunHa aHamHe3a 3a ERS.

~

J

1

v v 3

lSeTa-6J10Kepb (Knac lla)

OnekanHng (Knac lla)

OnekannHng (Knac lla)

LCSD (Knac lla)

Ve

|
I

MmnnaHtupaHe Ha ICD (Knac )

LCSD (Knac lla)

@ESc

®urypa 35: JleyeHue Ha NMALMUEHTM C KaTeXoNaMUHEPTYHa MONMOPdHA KamepHa TaxnKapAans.

CPVT, kaTexonamvHepruyHa nonumopdHa KamepHa Ttaxmkapaus; ICD, umnnaHTupyem Kapguoeptep gedubpunatop; LCSD,
NIeBOCTPaHHa CbpAeYHa cumnaTkoBa aeHepBaumsa; KEC, kamepHa ekctpacuctona; VA, kamepHa aputmus; VT, KamepHa Taxu-

Kapaws.

2 06 NpenopbKU: N36sArBaHe Ha CbCTe3aTesNIHY CMOPTOBE, M3GArBaHe Ha N3TOLLMTENHM YNPaXKHEHNS, N36ArBaHe Ha CTPecoBa

cpega.

b MpegnounTaHn 6eTta-6noKepu: HafONO, MPONPaHOON.
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ABynocouyHun KEC no Bpeme Ha ynpakHeHue

@ESsc—

®urypa 36: TecT c HaTOBapBaHe NpW MaLMEHT C KaTexolaMHeprmyHa nonmmopdHa KamepHa TaxmMkKapgus.

KEC, KamepHa eKkcTpacucTona.

7.2.6. KarexonamumHepruyHa nonmmopdHa
KamepHa TaxukKapauna

CPVT e HacneacTBeHO 3abonsABaHe, XapakTepr3npalLlo ce C NH-

ayumpaHa oT KatexonamuHu gsynocoyHa VT u PVT npu nunca

Ha SHD unu ncxemma. MpnbnmnsntenHoOTo pasnpocTpaHeHne Ha

3abonsgaHeTo e 1 Ha 10000 (Queypa 35).1%

Mma OBa OCHOBHM reHeTUYHW TWna: JOMWHAHTHO pas-
CTPOWCTBO, AbJIXKALLO Ce Ha MyTauun B reHa, Koampaw cbp-
neyHuna puaHoguHoB peuentop (RYR2) n peuecnBHO pas-
CTPOWCTBO, MPUUYMHEHO OT MyTaUMUW B FeHa Ha CbpheyvHun
KanceksecTpuH (CASQ2).35178 MyTaunnte 8 TRDN n CALM1-3
cavpeHTUGUUUPaHV NPY NaLMEeHTN CaTUNNYHK GOPMU Ha Ka-
TexonamuHepruyHn VAs.'%4 MoHacTosAwem obaye He e ACHO
Janu Te ca OTAENHU apUTMUYHN eanHnun.'%* MayneHTuTe €
KCNJ2 myTaumm, npuunHasawm cuHgpom Ha Andersen-Tawil
TN 1, MmoraT NoHAKOra ga npoaAsABaTt ABynocoyHa u PVT, HO
ce pasnnyasar no TeXHUTE CMHAPOMHY acoumauymn.'%* Knu-
HWYHUTE nposaBu Ha CPVT 0OMKHOBEHO ce nosBsiBaT npes
MbpBOTO AeceTuneTue oT XKUBOTA, NpeAn3BMKaHU oT dusn-
yecka aKTMBHOCT MM emouunoHaneH ctpec.'” lMoseyeTo
naumeHtTn ¢ CPVT mmat HopmanHa EKI n exokapguorpama.
Bbnpekun ToBa, HAKOWM nauymeHTn umat nekn EKI aHomanun,
KaTo cuHycoBa 6paamkapaua n mspaseHn U BbnHu. CTpec
TEeCTbT C HaTOBapBaHe e Hal-BaKHUAT AMArHOCTUYEH TecT,
Tl KaTo TON NpeAn3BUKBa OTAMYUTENIHATa ABYNOCOYHA UK
PVT, kosiTo ycTaHoBsiBa fguarHosara (Queypa 36).'* QuarHosa
MoOXe Aa 6bJe nocTaBeHa M NPU Hanuune Ha MyTauus B reHu,
cBbp3aHu ¢ CPVT. Korato He e ocbliecTBMMa paboTHa npo-
6a, MOXe fia ce MMa NpeaBug NpoBoKauma ¢ enmHebpuH nnm
nsonpotepeHon.'046

[narHo3aTa B feTCKa Bb3pacT, MnncaTa Ha 6eTa-61oKepHa
Tepanua 1 COXHUTE apUTMUKM NO Bpeme Ha paboTHUA cTpec-
TecT Ha ¢OoHa Ha MbfiHa fo3a 6eTa-6yo0Kepn ca He3aBUCUMMU
npeavkTopy 3a aputMuyHu cbbuTtna.'® OrpaHunyaBaHeTo
Ha HaToBapBaHMATa N 6eTa-6nokepun 6e3 NpucbLlia cUMnaTu-

KO-MMMETMNYHA aKTMBHOCT Ca Tepanua OT MbpBa JNHUA Npu
nauveHt ¢ CPVT.®> MpeanounTat ce HecenekTusHu 6eTa-
6nokepu Kato Hagonon v nponpaHonon.'®194 Tosyn nanen
NOTBBPAY NOKA3aHNETO 3a JIeYEHNE HA TEHETUYHO NO3UTUBHMN
yneHoBe Ha CEeMENCTBOTO C 6eTa-6noKkepu, Jopu Npu nunca
Ha foKymeHTpaHu VAs, nHayumnpaHu ot Gusnyeckn unm emo-
uMoHaneH cTpec.'%1950 NaHHnTe nMoackassart, ye GpnekanHug
HamanABa 3HauYMTENHO TexecTTa Ha VA npu naymeHTtn ¢ CPVT
1 TpabBa fa ce B3eMe NpeaBuf B JONb/IHEHUE KbM 6eTa-610-
KepuTe, KOrato KOHTPOSTbT Ha apUTMUKTE e Hembhen.'051-1053
Mpwn n36paHy NauneHTH, KOUTO NMOKa3BaT HEMOHOCKMMOCT KbM
Tepanua ¢ 6eTa-6nokep, papmakosormyHaTa Tepanusa camo ¢
bnekavHung e onuyma.'%*

Mpu nayneHTn, npexnsenn CA, e NnokKasaHa MakcMMasnHa
3awuTa ¢ 6eta-6nokepun, pnekamHug n ICD. ICD Tpabea fa ce
B3eme npegsua u npu naymneHtn ¢ CPVT, npeogonasala ne-
ueHueTo c 6eTa-6n1okepu 1 dnekanHug VA.'* ICD obaue Tpab-
Ba [la ce Nporpammpa C AbJIrn 3aKbCHEHUA U BUCOKM YECTOTH
npeau aebdnbpunayma, Tl KaTo HayanHata ABynocoyHa VT
pearunpa no-cnabo Ha gednbpunaymsa, OTKONKOTO nocnenBa-
wata PVT/ VF, a 6one3HeHnTe WOKOBE MOraT Aa Npeamn3Bukat
OOMbJIHNTENHN U HEMPEKbCHATU apuTMui. %3

LCSD 6Gewe npepnoxeHa KaTo AONbJHUTENHa Tepanus
npv NauneHTn, NP KOUTo GapMakonornyHOTO IeYEHUE He e
epeKTMBHO NN ocblyecTBUMO. Bbnpekn ye LCSD HamansBa
NOBTOPHATa NOABA Ha rONEMU CbPAEUYHUN CHOUTUA NPY CUMM-
TOMHW Npegu ToBa NaLMeHTH, efHa TpeTa OT NauMeHTUTe Bce
ole cTpagaT oT peuuamsy Ha aputmua.'%6 CnepgosatenHo,
LCSD He ce cumTa 3a 3amecTuTen Ha TepanuaTa c ICD, a kKaTo
fonbfBalla Tepanva Npu CUMNTOMHMW NaLEeHTN.

HeoTpaBHalleH cuctematuyeH npernep Ha 53 npoyyBaHus,
BKMtouBawm nauneHT ¢ CPVT u ¢ ICD, cturHa ao 3aknoyeHuve-
TO, Ye NaumneHTUTe C BTOPMYHA Npodunaktunka, nekysaHm c OMT,
LCSD n orpaHnyaBaHe Ha HaTOBapBaHETO ca MO ia HamanAT
ynotpe6ara Ha ICD.'%7 Tosa HabniogeHune 6elwe nogKkpeneHo
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Qurypa 37: CuHgpom Ha Kbcua QT nHTepBann.

OT NocyieiBano MHOTOLEHTPOBO M3C/IefBaHE, KOUTO MOKasaxa,
Yye 1 TpuTe HabnogasaHn BCC ca HacTbAWAX NpY NaLMeHTUN C
ICD.'958 MoHacTosAweMm, Ha 6a3aTa Ha Te3n AOKa3aTencTsa, us-
rnexnaa paHo Ja ce Hamanu nMmnnaHTaumaTa Ha ICD npu npexu-
senu CA ¢ CPVT.1057

Mpenopbku
Ta6nuua 45: Mpenopbku 3a eyeHne Ha NaLMEHTH C Ka-
TexoNaMuHepruyHa nonmumopdHa KamepHa

TaXnkapaua

Mpenopbkn Knac®  HugoP

AnarHosa

MpenopbuBa ce anarHoctTuumMpaHe Ha CPVT npwu
Hanuune Ha CTPYKTYPHO HOPManHoO CbpLie, Hop-
manHa EKI n mHayumpaHa oT HaToBapBaHe wnu
emouumn ABynocoYHa unu PVT.

MpenopbuBa ce gnarHoctuumpaHe Ha CPVT npwm
NauMeHTN, KOUTO ca HOCUTENIN Ha MyTaLuaA Ha Npu-
YMHABALLM 3a60NABaHE reHu.

[eHeTUYHO TeCTyBaHe N FreHeTUYHOTO KOHCYNTHPa-
He ca NoKasaHu Npwv NayMeHTn C KAVHUYHO NOJo-
3peHrie Unn KNUHWYHa grarHosa CPVT.

Moxe fa ce nma npeABvA NPOBOKaLMA C enuHe-
dPVIH MK M30NPOTEPEHON 3a ANArHOCTULMPAHE Ha
CPVT, koraTo He e Bb3MOX€H TeCT C HaTOBapBaHe.

06wy npenopbKN

Mpwu Bcnukn naymenTn ¢ CPVT ce npenopbyBa m3-
6ArBaHe Ha CbCTe3aTesHY CMOPTOBE, U3TOLWUTEN-
HY ynpa>kHeHWA 1 U3naraHe Ha CTpecoBa cpefa.

TepaneBTu-um Hamecn

BeTa-6nokepu, B npeanHusa ciyyan HecenekTviB-
HW (HAaZoMON UM MPOMPAHOJION) Ce MPEenopby-

BaT Npn BCUYKN MaUnMeHTU C KIIMHNYHa AnarHosa
CPVT.1045’1048’1059

Mpodwvnxasa

@ESC

lpodwixasa
MmnnanTrpaHe Ha ICD B KOM6rHauwmA ¢ 6eTa-6510-
Kepw 1 GiekanHng ce NpenopbyBa Npv NaynmeHTn
¢ CPVT cnep npekbcHaT A TSI

C

Tepanua c 6Geta-6nokepu TpsbBa fJa ce B3eme
npeaBuA Npu reHeTMYHO nosntueHKM 3a CPVT na-
UneHTH 6e3 peHotun, 0471050

LCSD TpsA6Ba fa ce B3eme NpeaBug npv nauneHTr c
nvarHosa CPVT, korato KomburHauusATa ot 6eta-6510-
Kepu 1 GnekamHua B TepaneBTUYHMN J03U e Heedbek-
TUBHA, He ce NMOoHacA NN e MPOTNBONOKa3aHa.

MmnnanTupaHeto Ha ICD Tpab6Ba fa ce B3eme
npeasuAa npv nauveHtn ¢ CPVT, KomTo ca nmanu
apUTMOreHeH CYHKON W/Wnn JOKYMEeHTUPaHa/aBy-
nocoyHa PVT, pokaTo ca Ha Hall-BMCOKaTa MOHOCK-
ma o3a 6eta-6nokep u dnekanHug, 0471050

DnekavHua TpAGBa fa ce B3eMe Npensug npu na-
umeHTn ¢ CPVT, KoMTOo nonyvaBaT peLuanBMUpaL
cuHKoM, nonnumopdHa/aBynocoyHa VT nnv nepcu-
ctupawm KEC npu ycunue, fokaTo ca Ha 6eTa-6510-
KepU B Hail-BUCOKaTa MOHOCMMa fo3a.! 072/10531060

- c

CA, cbppeueH apect; CPVT, kKaTexonaMuUHepruyHa KamepHa Taxukap-
ana; EKT, enektpokapgmorpama; ICD, umnnaHTupyem KapanosepTep
nedubpunatop; LCSD, naBa cbpaeyHa cumnatukoBa aeHepsauus; PVT,
nonumopdHa KamepHa Taxvikapaus; VT, KamepHa Taxmkapams.

@ Knac Ha npernopbKuTe.

b Hugo Ha nokasatencTaeHocT.

PES He ce npenopbuBa 3a cTpaTnduKauus Ha pu-
cka ot BCC.

7.2.7. CuHppom Ha Kbcusa QT nHtepBan

CrvHppoMbT Ha KbenAaT QT nHtepsan (SQTS) e pALKO reHeTUYHO
3abonsBaHe, xapakTepuanpalyo ce ¢ kb QT MHTepBan, Npex-
fespemeHHo MM n VF B KOHTEKCTa Ha CTPYKTYPHO HOPManHoO
cbpue.'' CebpsBa ce ¢ MyTaumm Ha cBpbxdyHKuMsa B KCNH2,
KCNQT1 v 3ary6a Ha dyHKuus B SLCAA.19621063 Tozy naHen npep-
noxu aee QTc rpaHNYHM CTOMHOCTM 3a AnarHocTmKka: A Camoc-
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ToATeneH QTc <320 ms, unu B QTc <360 ms B KOMOUHaLUA C
damunHa aHamHe3sa 3a SQTS, npekbcHaT CA Npy Nvnca Ha Cbp-
JedyHo 3abonsBaHe WM natoreHHa myTtaums'%4 1967 (Queypa
37). bonecTTa Ma BMCOKa IETASIHOCT BbB BCUYKM Bb3PACTOBM
rPYMK, BKITIOYMTETHO MbPBUTE MECELU OT K1BOTa, 06310681069 Ba-
posaTHOCTTa 3a Mbpsu CA fo 40-roaniuHa Bb3pacT e >40%.'068
Nokato ICD ce nsnon3ssa 3a BTopuYHa NpodunakTika,'°®® nbp-
BUYHATA MPOQMIaKkTKa OCTaBa CropHa M Ce OCHOBaBa Ha
npeguwHn cumntomu n QTc uHTepBas.'06310681069 XyynHbT
B MOMEHTa € Hall-fobpe nogkpeneHnat AAD, Ho Tpsab6Ba fa ce
MOHUTOPYPa 3a MPEKOMEPHO yab/kasaHe Ha QT uHTepBa-
Na, [OKaTo MpU eNekTpuyecka byps Moxe Aa ce Mma npeasug
nsonpeHanuH.'7%1%71 Tpabea aa ce n3bAreaT NekapcTsa, KOUTO
ckbeagat QT nHTepBana, Hanp. HUKopaHawn.'’2 imnnaHtrpaHe
Ha 3anMCBaLLO YCTPOWCTBO TPAOBa fa ce B3eme Npeasus npu
neua un mnagu 6escumntomHn SQTS naumneHTn.

Mpenopbku
Ta6bnuua 46: MpenopbKu 3a NeyeHuMe Ha MALMEHTU CbC
cuHApOM Ha KbcunA QT nHTepsan

Mpenopbku Knac® Hugo®

AnarHosa

MpenopbuBa ce Aa ce noctaBu AvarHosa SQTS
npu Hannure Ha QTc <360 ms 1 egHO MK NoBeye
oT cnepHuTe: (@) matoreHHa myTauus, (b) amunHa
aHamHe3a 3a SQTS, (c) npexumBABaHe Ha enu3op Ha
VT/VF npu nunca Ha CbpAeyHo 3a6onssane,'0011068

MoKa3aHo e reHeTUYHO 13cneABaHe NP NaLneHTn c
C AnarHosa SQTs.1063

SQTS TpabBa Aa ce Ma NpeaBua Npy Hanuyme Ha
QTc <320 ms,1064-1067,1073,1074 lla C

SQTS Tpsabsa Aa ce B3eme NpefBuA Npu Hanuune

Ha QTc =320 ms 1 <360 ms C apUTMUYEH CUHKON. L c

SQTS moxe Aa ce obmmcan npu Hanuume Ha QTc
=320 ms 1 <360 ms ¢ pamumiHa aHamHe3a 3a BC Ha 11b C
Bb3pacT <40 roanHwu.

CrpaTuduKkauuma Ha pucka, npeseHuus Ha BCC n neuenne Ha VA

MmnnaHTrpaHeTo Ha ICD ce npenopbusa npu na-
umeHTn ¢ gruarHosa SQTS, KouTo: (a) ca npexuBe-

nu npekbcHaT CA n/unu (b) MaT JoKyMeHTUpaHa ¢
CNOHTaHHa NPOAbIIKUTENHA ALCs
ILR TpA6Ba Aa ce uma npeasBug Npu mnagu nauu-

lla C
eHTu cbe SQTS.
MmnnaHTpaHeTo Ha ICD TpabBa fa ce B3eme npeg- lla c

Bug npu SQTS naymeHTy C apUTMUYEH CUHKOT.

XUHUAWH MOXe Aa ce Ma npeasug npw (a) naum-

eHTn cbc SQTS, KOUTO OTrOBapAT Ha ycnoBuATa

3a ICD, Ho nmaT npoTmBonokasaHwue 3a ICD nnn ro 1].] C
oTKasBar, 1 (b) nauveHTn c 6escumntTomeH SQTS n

dbamunHa aHamHe3sa 3a BeEtooglodl

M3onpoTepeHon MoXe Aa ce Ma NpefBua npu na- b c
umneHTn cbe SQTS c enekTpryecka 6yp;|.1075

PES He ce npenopbyBa 3a cTpaTudmKayma Ha pu- - C
cka ot BCC npu naymeHTn cbe SQTS.

CA, cbppeyeH apecT; ICD, nmnnaHtTupyem KapauosepTtep aedpubpu-
natop; ILR, nmnnaHtnpyemo 3anucsawo yctpoiicteo, BCC, BHe3anHa
cbppeyHa cmbpT; BC, BHe3anHa cmbpT; SQTS, cmHapom Ha Kbcua QT
nHTepBan; VA, kamepHa aputmus; VF, kKamepHo mbxpaeHe; VT, KamepHa
Taxukapansa.

@ Knac Ha npenopbKuTe.
b HuBo Ha fokasatencTeeHoCT.

8. CneumanHu acnekTu B n3bpaHn
nonynauyuun

8.1. bpemeHHN nayneHT N NnepunapTanHa
Kapauomuonatusa

BpemeHHOCTTa 1 CNeapoOaUNHUAT Neprof AOMPUHACAT 3a 3Ha-
ynTENeH PUCK NPU KEeHN C aPUTMUYHO CbPAEYHO 3abonsBaHe 1
ca obxBaHaTu B lNpenopbku Ha ESC 2018 r. 3a neyeHne Ha Cbp-
[leYHO-CbA0BMTE 3a60MABaHNA MO Bpeme Ha GpeMeHHOCT.!076-1080
HoBonoseuna ce VT Moxe fa ce nosiBv No Bpeme Ha BpemeH-
HOCT, a pPUCKBT OT peuuamsupatia VT e no-BUCOK Npu NaLMeHTU C
npepnwectsaia VT 1 SHD.'%8 MepunapranHara kKapanommuonaTms
(PPCM) TpsibBa fa ce u3Koum B cslyyali Ha HoBornoseuna ce VT
npes nociefHUTe 6 ceiMULUM OT BPEMEHHOCTTA WU B PaHHWA
cneapoauneH neprog.'%®2 feHeTnueH NPUHOC MOXe fa NPUCHCT-
Ba npu fo 20% ot naymeHtuTe ¢ PPCM (no-cneumnanHo TUTUH-Cb-
Kpaluasawy BapuaHTi),'% a 6baewwnTte npoyysaHysa Tpsbea ga
pa3KpUAT Aanv reHeTUYHOTO TECTyBaHe Urpae posisa Npu nauyeH-
T ¢ PPCM c nonoxutenHa ¢ammnHa aHaMHesa.

8.1.1. Tepanua c eneKTpoKapanosepcna n
UMNNaHTUpyem KapauosepTtep gedpubpunartop
no Bpeme Ha 6pemeHHOCT

KapanoBepcuaTa usrnexpa 6e3onacHa BbB BCMYKM a3 Ha

6peMeHHOCTTa, a AOKMAAMTE 3a CJTyYan He MoKa3BaT KoMMpome-

TrpaHe B KPBbBHWSA MOTOK Ha MI0Aa, HATO 3anoyBaHe Ha npexge-

BpemMeHHo paxaaHe.'%®* CbpaeuHaTa yecToTa Ha niofa Tpsab6sa

[la ce KOHTponMpa PyTUHHO crien Kapavosepcna.'%8 Ako e no-

ka3aH ICD, umnnaHtupaHeTo Ha ICD TpabBa Aa ce M3BbpLUN Cref,

8-Ta recTayMoHHa ceimMuLa Nof paaraLyoHHa 3alyyTa oT onuT-

HK onepaTtopcku eknnin.'%8 ExokapanorpadckoTo HacouBaHe

unu cuctemara 3a 3D KapTorpadurpaHe moxe fa 6baaT nonesHu

npu nmnnanTupaxe Ha ICD 3a usbsreaHe Ha paguavus.!0871088

Mpu NaumeHTKK cbe cblyecTByBaly ICD ce npenopbyBa PyTUH-

Ho ICD pa3nuTBaHe npefm paxaaHeto. Mpu nauneHTkn ¢ PPCM

nparoBeTe 3a paHHW UMNaHTaLumm Ha ICD ca No-BUCOKM, OTKON-

KOTO Npw APYru CbCTOAHNSA, MOPAAU BUCOKATa CTEMeH Ha CMoH-

TaHHO Bb3CTaHOBABaHe cren paxkaaHe.'%% ima npepnnoxeHune

3a WCD c uen BpemeHHoO npefoTepaTtABaHe Ha BCC npe3 nbpBu-

Te 3-6 Mmecela cnep anarHoctTuumpane Ha PPCM c JIKU® <35%,

[OKaTO Ce Yaka Bb3CTaHOBABaHe,!0901091

8.1.2. DapMmaKoONOrn4Ho sieyeHne

DapMaKkonorMyHOTO JNleyeHne Ha apuTMMUMTE M CbpAevHaTa
HeAoCTaTbYHOCT Npy 6peMeHHN »KeHun TpAbGBa Ja cnepsa ne-
YyeHVeTo Npu HebpemeHHW nauueHTn ¢ M3bAreaHe Ha nekap-
CTBa, NPOTMBOMOKa3aHW No Bpeme Ha 6pemeHHoOCT, kKaTto ACE
nHxnbmtopn, ARB nMHxM6VUTOPU/ARNI 11 PeHNHOBY MHXUOUTO-
pw1,1080,1082,1092.1093 My, AT TPUMECTBP € CBbP3aH C HaN-roNAM
TepaToreHeH puck. Hauanoto Ha papmakonorvyHata Tepanua
ce nNpenopbyBa Aa 3aMoyYHe Ha Ha-KbCHUA Bb3MOXEH eTan oT
6peMeHHOCTTa 1 C Hall-HUCKaTa edpeKTMBHa Ao3a. EkcnosnymaTa
Ha nekapcTBa Npe3 BTOPUA U TPeTUA TPUMECTbP MOXe Aa Npu-
YMHU HebnaronpuATHY edeKTM BbPXY pacTexa 1 pa3BUTUETO Ha
nnopfa, KakTo 1 fia yBenmum pucka ot npoapuTMums.

MpenopbuBa ce nekapcTBaTta 1 faHHUTe 3a 6e30MacHOCT fa ce
npoBepABaT Npeau 3anoysaHe Ha HOBO JIEKAPCTBO MO Bpeme Ha
6pemMeHHOCT, cbrnacHo MpenopbkuTe Ha ESC 2018 1. 3a neyeHne Ha
CbpAEUHO-CbAOBY 3a60M1sBaHUA MO BpeMe Ha 6pemeHHOCT.%8 OT
1031 cnucbk AADs moraT Aa 6baaT 0606LLeHy, KakTo cnefBa:
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- J[lo6pe NOHOCMMM: COTAJIOJ, MEPOPASIEH Bepanamuil.

- WsnonsBaiiTe caMo ako oyaKBaHaTa NnoJsisa NpeBuLIaBa
NOTEHUMANHNA PUCK: GM30MPONON, KapBeawsosn, AUro-
KCVH, AnUNTMasem (Bb3MOXHW TEPaTOreHHU epeKTy), An3o-
nupamung (MaTouHN KOHTPaKLuu), bnekaviHug, NUgoKauH,
MEeTOMPOJION, HAZoMOoN, NPOMNPAHOJIO, Bepanamui iv., Xu-
HUIWH.

+  HepoctaTb4yHO faHHM: NBabpajMH, MEKCUNETUH, Nponpa-
(beHOH, BepHaKasnaHT.

- lMpoTnBONOKa3HM: aMMOAAPOH, aTEHOJOJ, JPOHEAAPOH.
Mpwn LQTS (no-cneymanHo npu LQT2) pucKbT OT CbpAeYHM

VHLUMAEHTM HAapacTBa 3HAUMTENHO B MEPVOAA Clef, PaXKAAHETO

(mo egHa rogmHa cnep paxpaHeto).'%%4 Mopaawy ToBa e BaxkHO Aa

NpPoAbIKNATE TepanusTa ¢ 6eTa-6110Kep npes usnata 6pemeH-

HOCT 1 cnefl paxaaHeTo.%>>1094109% MpopbxkaBaHe Ha fleyeHne-

TO € 6eTa-6nokep ce npenopbysa npu LQTS n CPVT'9% y tpsabea

na ce B3eme npeasug npu ARVC.'997-109° He e ussecteH gomnbi-

HUTENEH PUCK OT BpeMeHHOCTTa Npu »KeHu ¢ BrS'10010T (L1 ESC

CardioMed, rnasa 53.6).""%2
Mpw nauveHTn ¢ PPCM ynoTpe6aTa Ha 6pOMOKPUNTHH KaTo

cneumduyHa 3a 3a60/1ABAHETO Tepanvs B LOMbJHEHME KbM

CTaHAapTHaTa Tepanus 3a CbpPAeYHa HeJOCTAaTbYHOCT MoKasa

obellaBaLm pesynTaTi B 1B€ KNVHUYHU NpoyyBaHus, 1031104

8.1.3. KateTbpHa abnauyuns

Mpwv nnaHMpaHa 6pPeMeHHOCT, CUMNTOMHATA TaXMapuUTMus Tpa6-
Ba [ e JIeKyBa Ype3 KaTeTbpHa abnaums npeay 6peMeHHoCTTa.
AKO € nokasaHa KaTeTbpHa abnaymsa npv 6pemeHHa naymeHTKa,
npouegyparta Tpsabea fa ce 136Arsa npes MbpBus TPUMECTbP U
TpsA6Ba Aa ce NpeanoYnTaT NPoLeaypy, PbKOBOLEHN OT efeK-
TPOaHAaTOMNYHO KapTorpadpupane,'0>1106

Mpenopbku

Ta6nuua 47: TMpenopbkum 3a NpeBeHUMA Ha BHe3amnHa
CbpAeYHa CMbPT M NeyeHWe Ha KamepHa
apuTMuA No Bpeme Ha 6peMeHHOCT

Mpenopbku Knac? Hugo®
OcTpo nevyeHune Ha VA

Mo Bpeme Ha 6pPEMEHHOCT Ce MPenopPbYBA eNeK-
TpYYecka KapAuoBepcus 3a MPOAbIIKUTENHA 1 C
VT.1084

3a ocTpa KOHBEpPCHA Ha XeMOANHAMUYHO MOHO-

cuma SMVT no Bpeme Ha 6peMeHHOCT TpsibBa Aa

ce B3eme npeasug 6eta-6nokep, cotanon, Gne- lla C
KavHWA, NPOKavHaMuA Namv noracAaBallo Kamep-

HO nencupaHe.

AbnrocpouyHo neyeHune Ha VA

AKO Nno Bpeme Ha 6PeMEeHHOCT e MoKa3aHo UM-
nnaHTupaHe Ha ICD, To ce npenopbyBa Npu on- | C
TUManHa pagnaumoHHa sawura. 0871107

MpenopbuBa ce npoabxKaBaHe Ha 6eTa-610Ke-
puTe No Bpeme Ha 6peMEeHHOCT U cief pakaaHe | C
npu xeHu c LQTS nnn PV PSR

Mo Bpeme Ha 6pemeHHOCT npu xeHn ¢ ARVC Tpa6-

Ba fa ce o6Mncav npofbikaBaHe Ha 6eTa-65oke- lla C
pue,1097-1099

MepopaneH MeTonponon, NpomnpaHonon unn
Bepanamun TpAbBa Aa ce B3eme npensup 3a
OBJITOCPOYHO JleYeHMe Ha uAnonatuyHa npo-
abaxutenHa VT no Bpeme Ha GpeMeHHOCT.

lla C

Mpodwxasa

lMpodwvxeHue

Mpwu xeHn ¢ pedpaKkTepHa, CUAHO CUMNTOMATUYHA
peunamnsmpalia SMVT mnm HenoHoCMMOCT KbM
AAD, TpsibBa Aa ce B3eme npeasug, 3a npeanoyn-
TaHe cfief NbpBUA TPUMECTbP, KaTeTbpHa abna-
LMA C M3nonsBaHe Ha HedyopOCKOMCKN cucTemu
3a KapTorpadupane.1105

[E] C

RT, papuotepanus.
@ Knac Ha npenopbKuTe.
b Hugo Ha gokasatencraeHocT.

8.2. CbpaeyHa TpaHCNIaHTaUMA

MNauneHTTE, BKNtOYEHN B CNCbKa 3a HTX, ca n3noxeHun Ha puck
oT BCC n umat Brcoka yectota Ha VA. [laHHM OT ronemm pernctpu
rpeanonarar nonsa 3a npexuesemoctta ot ICDs.""%-1" Equn-
CTBEHOTO PaHAOMM3MPAHO MPOYYBaAHE, BKIOUBALLO MALMEHTH,
OT cnucbKa 3a HTX, e npexaeBpemMeHHo CrpsHO nopagun 6aBHO
HabupaHe."""? Hama gaHHM oTHOCHO ponaTta Ha WCD npu naum-
€HTU OT cnucbka 3a HTX. Tpabea Aa ce B3eme nNpeasua cpesHo-
TO Bpeme Ha ouakBaHe B nucTaTa, 8-16 meceua.'%1M% Bynpekn
TOBa, Ta3u rpyna crogensa MHeHveTo, ue WCD moxe aa 6bge an-
TepHaTuBa Ha ICD npu n3bpaHu naumeHTH, Yakaym 3a HTX. 3711113

Mpun nauneHTn nekysann ¢ HTX BCC e oTroBopHa 3a OKo-
10 10% ot cMbpTHUTE ciyyan.1M> OTxBbpRAHETO Ha TpaHC-
MfaHTaHTa M BacKynonaTuaTa Ha anorpadra umaT Bpb3Ka C
BCC'M41M617: cnepoBaTtenHo nMnnaHTUpaHeTo Ha ICD moxe ga
€ NoAXoAALL0 NP M36PaHN BUCOKOPUCKOBY NnaumeHTn, 8

Mpenopbkn

Ta6nuua 48: Mpenopbku 3a NpeBeHLUMs HA BHe3anHaTa
cbpleyHa CMDbPT nNpeau N cnep cbpAevHa
TpaHcnnaHTauua

Mpenopbkn Knac® Huso?

I1pep,u CbpAeYHa TpaHCNNaHTauunAa

Mpu naureHTn ovakBaLm CbpAeyHa TpaHCMIaHTa-
uus TpabBa Aa ce B3eMe NpenBug MMNIaHTUpaHe lla C
Ha ICD 3a nbpBUYHa npo<|>v|na|<T|/||<a,1108’"”'1112

Mpy MauMeHTU yakalwy CbpAevHa TPaHCMJaHTa-
1109,1113,1119 lib C
umna Moxe aa ce nma npegsug WCD.

Cnep cbpAeyYHa TpaHCNNaHTaumsa

Mpy M36paHN TpaHCMIAHTUPaAHU MALMEHTH C Bac-
KyJionaTusi Ha CbpAeUHMUsA anorpadT 1im JIeKyBaHO
OTXBBPJIAAHE MOXE fja Ce Ma NPeABUA UMMNaHTU-
pane Ha ICD.11141116

1] C

ICD, nmnnaHTpyem Kapguoseptep aedpubpunatop; WCD, npeHocum
KapaunosepTep aedubpunaTop.

@ Knac Ha npenopbKuTe.

b Hugo Ha [OKa3aTeNCcTBEHOCT.

8.3. BHe3anHa cbpAeyHa CMBbpPT npu
CNOPTNCTU

YectoTtata Ha BCC npu cnoptuctn ce yBenuyaBa C Bb3pacT-
1a.*""20 Mpu BMAMMO 3apaBu cnopTUcTu (>35 roguHK), nsumncne-
HaTa yectoTa Ha BCC Bapupa oT 2 go 6,3 Ha 100000 yyacTHuUKa
Ha rofviHa. 3a cpaBHeHUe, NPY MAaau CbCTe3aTeNHN COPTUCTA
(<35 ropguHKM) yectoTaTa Ha ¢aTaNHUTE CHOUTMA € 3HAUUTESTHO
no-HucKa, 0,4-3 Ha 100000 yyacTHUKA Ha roanHa.*6471120 Xepn-
Te CNOPTUCTM Ca C HUCBK puck oT BCC; cpeaHo 1 Ha 14 cnyyas Ha
BCC npu cnopTncTy ca keHn.'!
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CbpAeyHo-Cbi0BaTa OLeHKa Npeay yyactie npeanara no-
TeHUMan 3a aeHTUGULMPaHe Ha CNOPTUCTU, U3IOXKEH Ha PUCK
OT CbpEYHO-Cb0BY 3a60NABaHIA, NPEAV NOABABAHE Ha CUMIT-
Tomn."'22-1126 [TpoTOKOMBT 3a OLleHKa TPAGBa fa 6bae aganTupaH
KbM Bb3pacTTa Ha CNOPTWCTa, 3a [la ce oTyeTe cneunduyHoTOo 3a
Bb3pacTTa CbpAeyHO-CbA0BO 3abonasaHe.''?> OueHkaTa npeaw
yuacTUeTo, BKIIIOUNTENIHO MeAMUMHCKA aHaMHe3a, dr3mnKaneH
npernen v EKT, nsarnexaat edekTuBHY 3a ugeHTMGULMpaHe Ha
CbpleuHO-CbAOBO 3abonABaHe Npu Mnagm cnoptuctm (<35 ro-
AVHY) Ypes UaeHTUGULMPAHE Ha CbOTBETHU CUMMTOMU (Hanp.
cuHKon npu ycunue) unu EKI aHomanmm, cboTBeTCTBaLLM Ha Ha-
CIeACTBEHM KapanoMmonaTiy unmv kaHanonatumn.'?” 1130 Bynpe-
KV Ye exoKapanorpaduATa Moxe Aa NOBMULLM YyBCTBUTENHOCTTA
Ha CKPWHUHra 3a SHD, TA e HeoCbLWEeCTBMMA KaTo PYTUHEH TecT
MpU MacoB CKPUHWHT. [oBeye CbpaeyHO-CbAoBM 3a60N1ABaHNA
ce naeHTUGMLMPAT Ype3 CepuiiHN (FOAULLHM) OLEHKMN Ha IOHO-
wu cnoptnctn.'2>131 YectoTaTa Ha ¢aniumnBo-nonoXUTeNHUTe
pe3ynTaTi 3aBUCK CUIHO OT KPUTEPUWTE, U3MOM3BaHN 3a On-
penenaHe Ha EKI kato ,natonornyHa”'32133 NombaHutenHu
M3cnefBaHnsA, KaTo exokapanorpadus, 24-4acoBo Xontep Mo-
HuTOopupaHe, ctpec TectoBe 1 CMR, ce M3MCKBAT 3a CMOPTUCTK,
KOWTO Ca UMasn NONOKMTENHI Pe3yNTaTh NpW MbpBOHaYanHaTa
oueHka. CnopTUCTU C AMAarHOCTALMPAHO KAVHWYHO 3HAUYMMO
CbpIeYHO-CbA0BO 3a60MABaHe, ce NeKyBaT CbracHO HaNMYHN-
Te Mpenopbku Ha ESC.41134-1136

Mpu CNOPTUCTU Ha CpefiHa Bb3PacT/Bb3pacTHU CNOPTUCTHU
Hal-yecTaTa npuumnHa 3a BCC e KAB."">'"37 Mpeau ga ce aHra-
XUpAT C UHTEH3MBHa dU3nYecka akTUBHOCT, 6@3CUMMITOMHMUTE

Mpenopbku

Ta6bnuua 49: Mpenopbku 3a cTpaTndmMKauusa Ha pucka
N npeBeHUMA Ha BHe3anHaTa CbpfeyHa
CMBPT NPU COPTUCTH

Mpenopbku Knac?® Huso®

Mpy CNopTUCTM C MONMOXWUTEeNHA MeAMLUMHCKA
aHamHe3a, natonornyeH GusnKaneH nperneg unm
npomeHn B EKI ce npenopbuBaT AOMBAHUTENHN
n3cnefBaHUA, BKNIOUNTENHO exokapanorpadus n/
unn CMR 3a noTBbpXgaBaHe (UM M3KNOYBaHe) Ha
OCHOBHOTO 3a6onaBate. 12311331135

MpenopbyBa ce CNOPTUCTU, ANArHOCTULIMPAHMN CbC
CbpAeYHO-CbA0BO 3abonsaBaHe, cBbp3aHo ¢ BCC,
fa 6baat nekyBaHV B CbOTBETCTBME C HacTOAWMTE
npenopbKM 3a AOMYCTUMOCT Ha CMOpTOBETE.

MpenopbyBa ce MepcoHalTbT Ha CMOPTHUTE CbopbXe-
HUA 1 Gbae 06yueH 3a KIP v ynotpeba Ha AED.731137

Tpsab6Ba aa ce B3eMe NpeABuA OLEHKA Ha Cbphey-
HO-CbJ0OBaTa CMCTEMA MPeAw yyacTme Ha CbCTesa- lla C
TenHn ciopTucTin 4611221231127

Tpsab6Ba ga ce Ma NpeaBua, Ye CbpAeYHO-CbA0Ba-
Ta OLEHKa Ha mMnagwn (<35 roguHu) cbCTesaTenHu

lla C
CNOPTUCTN BK/OYBA aHamHesa, ¢pu3mKaneH npe-
rnen n 12-kananHa EKT,1123:11261130,1140
CbpAeyHO-CbAOBUAT PUCK MPY XopaTa Ha cpefHa
Bb3PacT 1 Bb3pacTHUTE Xopa TpAbea fa 6bae oLie-
HeH, Npean fa ce 3aHMMaBart C HafnperHaTtu cnop- lla C

TOBE, Ype3 yTBbPAEHN CKOPOBE KaTo AMnarpamMma Ha
puicka SCORE2.46:1141.1142

AED, aBTOMaTnueH BbHLWeH Aedpunbpunatop; CMR, cbpaeyeH MarHuTeH
pe3oHaHc; KNP, kapgnonynmoHanHa peaHnmaums; EKI, enektpokapan-
orpama; BCC, BHe3anHa cbpAeyHa CMbpT.

@ Knac Ha npenopbKuTe.

b HuBo Ha fokasatencTeeHoCT.

CMOPTUCTM Ha CpefHa Bb3pacT/Bb3pacTHU CMOPTMCTM TpsbBa
Aa 6baT OLEHEHN C MOMOLLTA Ha CUCTEMM 33 OL|eHKa Ha pu1cKa
kato ESC SCORE2.46>

OT/IMYHY HUBA Ha MPEXMBAEMOCT C 611aronpusTeH HEBPO-
noruyen unsxop cnen CA ca JOKNaABaHU B CMOPTHY LEHTPOBE,
obopyasaHu ¢ AED."371138 Toga onpaepaBa ycunmsita 3a BbBEX-
[aHe Ha cnewHu nporpamu 3a npeseHuna Ha BCC, c pasnpoc-
TpaHeHve Ha AED B cropTHU 3anm 1 06yyeHre Ha TPEHbOPU 1
nepcoHan 3a usnbnHenne KNP v gedpnbpunaymsa.’°

8.4. Cungpom Ha Wolff-Parkinson-White

Mpw nauneHTn cbc cHapom Ha Wolff-Parkinson-White (WPW)
Hal-yecTaTta aputMua e AV pueHTpu Taxukapgama (AVRT; 80%),
cnepaBaHa o1 MM (20-30%). BCC B pe3ynTaT Ha npeekcumTmpa-
Ho MM, Bogelwo go VF, e Han-onacHaTta nposBa Ha CMHApPOMA
Ha WPW. PuckbT ot CA/VF npun HenekysaHu naunentn ¢ WPW
e oueHeH Ha 0,9-2,4 Ha 1000 yosekoroamnHu.'"31144 Nleyenneto
npu naymeHtn ¢ WPW 6ewe npepasrnefaHo Hackopo B [Mpeno-
pbku Ha ESC 2019 . 3a fleyeHmne Ha nNaumeHTn cbc SVT2 un ak-
TyanmsnpaHo CbC cneyunaneH Gokyc BbpXy COpPTUCTUTE npe3
2020 . Mpu nauyeHTn C KamepHa npeeKkcunTaLmua u Cum-
TomMHa AVRT ce npenopbuBa KateTbpHa abnauma (knac ). Mpn
6e3CYMNTOMHY MaLMeHTV C KaMepHa MpeeKkcuuTauus, Kakto
1nHBa3mBHaTa (Knac lla), Taka n HemHBa3mBHaTa (knac llb) oueHka
ca BapuaHTK 3a cTpaTudurKauma Ha prcka ot BCC. [lokaTo KaTe-
TbpHaTa abnayma ce npenopbyBa 3a 6€3CUMNTOMHU JOMbIIHU-
TeJSIHW MPOBOAHUN BPbB3KM C BUCOKOPUCKOBY XapaKTepUCTUKK
(knac I), KnMHNMYHOTO NpocneasBaHe (knac lla) nnn KatetTbpHUTE
abnauwun (knac llb) ca BapuaHTK, 6a3npalymn ce Ha nHGopMMpaH
n36op Ha nayueHTa. ToBa pelueHve TpAbBa Aa B3eme Npeasua
MACTOTO Ha AOMBAHWUTENHUA MbT, NOKaNHUA abnaunMoHeH onuT
1 GaKTbT, Ye CUMNTOMHW apUTMKK e ce pa3BMBaT YecTo Mo
Bpeme Ha npocnegasaHeto.*6 3a neguatpruHata nonynauus
SVT, pbnxawa ce Ha WPW, o6uKHOBEHO MOXe fAa ce nekyBa
bapmMaKkonornyHo, a JOMbAHUTENHNTE MBTULLA YeCTO ry6AT aH-
TerpagHa NpoBOAMMOCT MPe3 MbpBUTE FOAMHU OT usota.'¥
Mpn peua ¢ 6€3CMNTOMHN AOMBAHUTENIHN NPOBOAHW BPb3KU
He ce npenopbyBa cTpaTUdrKaLuma Ha pucka npeau 8-roguiuHa
Bb3pacT.4®

8.5. lNpeBeHUNA Ha BHe3anHaTa CbpAeyHa
CMDBPT NpU Bb3pacTHU Xopa

Bb3pacTTa e cuneH prckos ¢pakTop 3a CMbPT. B HAKONKO npoyu-
BaHWA HanpefHanarta Bb3pacT e eAnH oT pakTopuTe, CBbP3aHn
C HaManeHa ovyakBaHa nonsa ot sieyeHueTo ¢ ICD. Mpwn nauneH-
T C UCXEeMUYHA KapANMOMMONATUA, BKIIOYEHN B NPOyYBaHETO
MADIT-Il, puckoBa cxema, CbCTaBeHa OT 5 KIMHMYHK paKTopa,
BKJIIOUMTENHO Bb3pacT >70 roAnHu, npeAckassa nnca Ha Abi-
rocpouHa nonsa ot ICD."° B ckopolueH aHanm3 Ha nauueHTu ¢
ICD, BkntoueHm B yeTnpu npoyusaHuna MADIT, Bb3pacTtTa <75 ro-
AUHW e buna npeankTop Ha VT/VF, gokaTto Bb3pacTTta =75 roau-
HU e 61/1a NPeANKTOP Ha HEapPUTMMYHA CMBPTHOCT.3® Mo nopo-
6eH HauuH, B CKOPOLLUHOTO paHgomum3rpaHo npoyysaHe DANISH
npu MNauveHTV C HemcxeMuyHa CbpAeyvHa HefoCTaTbUHOCT,
Bpb3KaTa mexay ICD 1 npexunBaemocTTa e Hamanasana MHen-
HO C yBennyaBaHe Ha Bb3pacTTa, AJOKATO Bb3pacToBaTa rpaHuLa
<70 roguHy e fana Hai-BMCoKa npexunsaemoct.’” CbepemeH-
HW HepaHAOMU3MPaHN AaHHM NOTBbPXAaBaT Te3n OTKpUTKA. B
NPOCNeKTUBHOTO KOXOPTHO npoyusaHe EU-CERT-ICD npwu nayu-
eHTn ¢ KAB unn Kapgmommonatum, NoKasaHu 3a UMMIaHTUpaHe
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Ha ICD 3a nbpBrYHA NpodunakTnka, He e HabnogaBaHa nonsa
ot ICD npu naymeHTn Ha Bb3pacT 275 roanHn.>’ 3a pasnuka ot
TOBaQ, Ma 3HauMTeNHa NoN3a 3a NPeXMBAeMOCTTa NPy NauneH-
TV Ha Bb3pacT < 75 roguHun. JonbAHUTENHUTE PETPOCMNEKTNBHU
[laHHW CbOTBETCTBAT Ha ToBa HabnoaeHve. >0

BuonornyHata Bb3pacT Moxe fa Bapupa OT4acTW B 3aBU-
CMMOCT OT KOMopbuaHocTuTe. B pgelicTBUTENHOCT KOoMopbua-
HOCTUTE BJINAAT 3HAUNTENHO BbPXY NPEeXuBAEMOCTTa Ha pe-
unnueHTnTe Ha ICD 1 BUCOKUAT UHAEKC Ha KOMOPOMAHOCT e
CBbpP3aH C NO-ManKko Nnos3a 3a NpexnBAemMocTTa Npu NaueHTn
C MbPBUYHA UM BTOPUYHA NpodunakTrka c ICD.115! Cnepo-
BaTeNIHO, NpoCTaTa Bb3pacToBa rpaHnLa He MOXe ia PbKOBOAM
aleKBaTHO peLleHMeTo 3a nMmnnaHTupaHe Ha ICD, a noka3saHune-
70 3a ICD npw nauMeHTV B HaNpeaHasna Bb3pacT TpAbBa fa ce oc-
HOBaBa Ha NepcoHanM3npaHa oueHKa, KaTo ce B3ema npeasug
06LOTO CbCTOSHUE M NPUAPYKaBaLMTe 3a60NABaHNA.

Mpenopbku

Ta6bnuua 50: MpenopbKn 3a UMNAAHTUPaHe Ha UMMNJAH-
TUpyem KapaunoBepTep aedpubpunatop npu
Bb3pacTHU Xopa

Mpenopbku Knac?® Hugo®

Mpu nauymeHTN B HanpefHana Bb3pacT, NPU Kou-

TO He Ce ouyakBa nonsa ot gedubpunatop nopa-

[N Bb3pacTTa 1 KOMOPOUAHOCTUTE HA MALMEHT], Ilb B
MOXe 1a ce UMa npefBua a He ce umnnaHTtupa ICD

3a NbpBUYHA I'IpO(I)VIJ'IaKTVIKa.647’1150’”52

ICD, umnnaHTupyem KapguosepTtep fedunbpunatop.
@ Knac Ha npenopbKuTe.
b HuBo Ha gokasaTencTaeHoCT.

9. KnwouyoBu nocnaHus

9.1. O6WuM acneKkTn

« [loBuWweHaTa HaNMYHOCT Ha obuecTBeH JOCTbN A0 Aedu-
6punatopun 1 obyyeHneTo Ha O6LHOCTTa 38 OCHOBHO MOA-
ObpXKaHe Ha »KMBOTA Ca KJIYOBM efleMeHTM 3a nofobpaga-
He Ha NpeXrBAeMOCTTa Ha »KepTBUTE Ha U3BBHOONHUYEH
CbpAeyeH apecT.

«  KankynaTtopute Ha prcka oT BCC n VA, BHegpeHN B KNUHNY-
HaTa npakTuKa, TpAbBa Aa CbOTBETCTBAT Ha OrOBOPEHUTe
BMCOKM CTaHZApTK 3a pa3paboTBaHe, BbHIUHO BanvuanpaHe
1 JOKNaABaHe Ha MoJenu 3a NPOrHo3upaHe.

« [aureHTUTE C reHeTUYHN KapAMOMUONATAM U apUTMUYHU
CUHOPOMU U3MCKBAT FrEHETUYHO M3CiefiBaHe KaTo PYTUHHA
YacT OT FPYXKKTE 3a TAX.

« TeHeTMYHOTO M3cnefBaHe U KOHCYNTMPaHe U3MCKBAT AOC-
TN A0 eKCnepTeH MyNTUANCUMNIVIHAPEH TUM.

«  CnctematmyHaTa 06paboTKa Ha ouenennTe cnep CbpheyeH
apecT M31CKBa MyNTUMOZANeH NOAXoM.

« LlsanocTtHa ayToncusa ce npenopbyBa Npu BCUYKK Cllyyan Ha
BHe3anHa cMbpT Nog 50 rognHu 1 e XenaTtesiHa Npu BCUYKN
XKepTBM Ha BHe3amnHa CMbpT.

«  KnuMHM4YHaTa 1 reHeTMYHa oueHKa Ha noumHanu ot SADS n
TeXHNUTe ceMencTBa BOAM 10 ANArHOCTMLMPAHE Ha FreHeTUYHO
CcbpAeyHo 3abonsaBaHe NPV 3HaUUTESHa YacT OT cemMelcTBarTa.

«  EnekTtpuuecka 6yps, pedppaktepHa KbM NleKapCTBEHO Je-
YeHue, N3UCKBa HanMuyme Ha YyCbBbPLIEHCTBAHW TEXHUKM 33
KaTeTbpHa abnauus, MexaHn4Ha UMpKynaTopHa nogkpena un
aBTOHOMHa MoZynauus.

« KoraTo ce pa3srnexpga nonsata ot TepanusaTa c ICD, Tpabea
[a ce B3emarT MNoj BHYMaHNe KOHKYPeHTHUTe pUCKoBu dak-
TOPW 3a HEAPUTMMYHA CMBPT, KaKTO U XKefaHUATa 1 KayecT-
BOTO Ha XMBOTa Ha nayMeHTa.

9.2. CTPYKTYpHO CbpAe4YHo 3abonsaBaHe

« [penopbuBa ce KaTeTbpHa abnauns npu naymeHTn ¢ KAB ¢
peumnamempalla cMMnToMHa SMVT Bbnpekn XpoHnYHaTa Te-
panua c ammogapoH.

« KaTeTbpHaTa abnauus e neyeHune Ha nbpeu n3bop npu KEC-
MHAYLMpaHa KapAnoMmonaTus.

«  Mpw naymenTn ¢ XHOAKMI/OKMI, nokasaHneTo 3a MMmnaH-
TupaHe Ha ICD 3a nbpBMYHA NpeBeHUMA, He TpAbGBa Aa ce
orpaHuyasa o JIKN® <35%. BaxxHo e fia ce B3emaT npeasug
LONBAHUTENHU pUcKoBY pakTopu (Hanp. CMR 1 reHeTnKa).

« MauymeHTnTe c LMNA MyTauma n3nckeat cneurduryHa pucko-
Ba cTpaTtndmKauma 3a BCC.

+ MaymeHtnTe ¢ ARVC nmaT BUCOK NPOLIEHT Ha MOTUBUPAHNU
ICD nHTepBeHUMN, KOUTO He e 3ab/IKMUTENHO Aa 6baaT Kna-
cmduLMpaHmn KaTo XKMnBoTocnacsaBaLyu.

«  Banuanpanuat kankynatop Ha pucka (HCM Risk-Kids score)
e rnoneseH 3a oueHka Ha pucka ot BCC npu naymeHTn ¢
XKMI nog 16 rognHu.

« [MauymeHTUTe C MMOTOHUYHA ANCTPOdMA CbC CYCNeKTHO 3a
apuTMUA CbpuebreHe, CMHKON UK NpeKbcHaTa BHe3anHa
CMBPT, TPA6GBa fa 6bAAT OLlEHEHWN Ype3 MHBA3VIBHO €/IeKTPO-
$M3NONOrnyHO ncnesBaHe.

«  [pun naumeHTn ¢ KopurmpaHa TetTpanoruna Ha Fallot n moHo-
MopodHa VT, npefnoynTaHoTO leyeHne e KaTeTbpHa abnayms.

9.3. [MMbpBUYHa eneKTpu4Ha 6onecr

« Haponon unu nponpaHonon ca npegnoynTtaHuTe 6eTa-6510-
Kepw npu naumeHTn ¢ LQTS n CPVT.

«  [Mpun 6escumntomHn nauymneHTn ¢ LQTS pucKbT OT aputmus
(1-2-3 KankynaTop Ha pucka) Moxe fa 6bAe noneseH 3a us-
yncnABaHe.

« EKI o6pa3 Tvn 1 no Brugada, npoBoKupaH oT TecT c 6510Kep
Ha HaTpMeBMTE KaHany NPy N1nca Ha ApPYrv HAXOAKK, He An-
arHocTuympa BrS.

«  CrpatudukauymaTta Ha pucka ot BCC npu 6e3cMmnTomHu na-
LMeHTU ¢ BrS cbc cnoHTaHeH obpas Tmn 1 octaBa NpoTMBO-
peuuBa.

« PyTuHHaTa KaTeTbpHa abnauua He ce npenopbyBa Npu 6e3-
CMMMNTOMHM NaumeHTn ¢ BrS.

+ [unarHoszata ngnonatnyHo VF n3nckea nsknouBaHe Ha nog-
nexawla CTPYKTYpHa, KaHanonaTtuyHa wan meTabonuTHa
eTnonorus.

«  ERP moxe pa 6bae gobpokayecTBeHa HaxofdKa v ce pasnu-
yaBa ot ERS.

+ JleBOCTpaHHaTa CbpAeyHa AeHepBauna Urpae BakHa pona
npuv neyeHneTo Ha naumeHTn ¢ CPVT n LQTS.

10. [Mponycku B foKa3aTencrBaTa

10.1. O6wWwM acneKkTn

«  Heobxogumu ca TOYHU CKPVHVHIOBY TECTOBE 3a OTKPMBaHe
Ha CbpAeyYHN CbCTOAHMA, cBbp3aHu ¢ BCC, npu 6e3cumn-
TOMHV L@ OT obLaTa nonynaumsa.
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«  [pun nayneHTn cbc SHD onTManHUAT BpemeBn NHTepBan
MeXAy MOBTOPHUTE HEUHBA3UBHM U WHBA3MBHU MPOFHOC-
TUYHW TECTOBE, B CJIyYall Ha OTpuULaTeNeH TeCT, € Hen3Bec-
TEH.

«  Heobxoavma e nofobpeHa oLeHKa Ha reHeTUYHY BapuaHTK
C HEACHO 3HaYeHVe N Bb3MOXHW NaTOreHHY BapuaHTu.

- [lon3aTta OT NOAUTrEHHUTE PUCKOBM CKOPOBE NPU NaLNEHTN C
puck ot BCC n3ncksa nscnensaxe.

10.2. CTPYKTYpPHO CbpAe4YHO
3abonaBaHe - 060

«  [ObnrocpouHata 6e3omacHOCT 1 edpurKacHOCT Ha S-ICD He e
n3BecTHa.

+ PonArta Ha nbpBuryHaTa npesaHTuBHa ICD Tepanua npu na-
umeHTn cbc SHD 1 neko HamaneHa unu 3anaseHa ¢pakuus
Ha U3TNnackBaHe He e NpoyyBaHa CUCTEMHO.

+  OnTVMasnHWTe TEXHUKYM 3a M3BbpPLUBAHe Ha CybCcTpaTHO Kap-
Torpadupare n abnauusa Ha VT npu SHD ocTaBat ga 6baar
onpeaeneHu.

« PonArta Ha mnnaHTMpaHeTo Ha ICD npu nauneHTn B KpaeH
CTagnii Ha CbpAeYHa He[OCTaTbYHOCT, MOAABPXKAHUN OT HO-
BOTO nokosneHue LVAD c HenpeKbcHaT NOTOK, € HeACHa.

10.3. UanonaTnyHm KamepHu
eKcTpacucronu/KamepHa
TaxvKapaus

- Tpnabsa pga ce onpepenv 6naronpuATHaTa Posisi Ha KaTeTbp-
HaTa abnauums UM NeYeHNeTo C aHTMAPUTMUYHY NeKapCTBa
npu nauueHTn ¢ Yectn 6escumntomHm KEC 1 3anaseHa cbp-
AeyHa PyHKLMA.

10.4. KopoHapHa apTepuanHa 6onecr

« He e n3BecTHO Ko naumeHTn ¢ XpoHnyHa KAB n Texxko yB-
peneHa JIKU® ca c HucbK puck ot BCC.

+  PonartaHa LGE-CMR 3a cTpaTudukauma Ha pucka ot BCC npu
XpoHnyHa KADB e HeAcHa.

«  Heobxogumu ca RCT, 3a fa ce onpepenu ponaTta Ha ICD cnep
ycnewHa VT abnauna npu xpoHuuHa KAB ¢ neko HamaneHa
nnu 3anaseHa JIKNO.

10.5. Kapanommnonatum

+ He e nssectHo pganu nHayumpanHata ot KEC kapanommona-
TWA € cCaMOCTOATeNIHa AMarHosa nunmn e HeobxoarmMa nogne-
Xalla npeancnosnums.

« [lporHocTMyHata CTOMHOCT Ha Haxopkmte npu LGE-CMR
(Hanp. mofen n KonuuecTBo Ha LGE) 3a uHousudyasnHa puc-

KoBa cTpaTtudmKauma 3a BCC npy naumeHTn cbC CbpheyHa
capkougosa, XKMI n AKMI/XHOKMI e HeAcHa.

+  Heobxogumm ca npoyuBaHVA 3a onpefensaHe Ha ponATta
Ha PES npwu naumeHTn cbC cbpaeyvHa capkomngosa u JKMI/
XHOKMI, KouTo umat neko HamaneHa unm 3anaseHa Cbp-
AeuHa dyHkuma n LGE npn CMR.

+ JlunceaTt NpocneKkTMBHU AaHHM 3@ Bpb3KaTa MeXAy VHTEH-
3MBHOCTTa U NPOABIKUTENIHOCTTA Ha HaTOBapBaHWATA, U
MaHndbecTaumaTa u TexxecTTa Ha deHoTUNa Npu 3gpasBu Ho-
cutenn Ha ARVC myTaums.

- BnaronpuatHaTta pona Ha ICD cnep ycnewHa abnayma npu
nauneHTn ¢ ARVC, Kouto nmat xemoanHamMM4yHO NOHOCUMA
VT, Tpa6Ba fa 6bae npoyueHa.

«  Heobxoavmu ca gaHHM 3a KNVHUYHUA pe3ynTaT, NpeauKkTo-
PV 32 apUTMUYHK CbOUTMA 1 NOKa3aHWA 3a eYeHne, BKo-
ynTtenHo Tepanua ¢ ICD, Nnpu nauMeHTn C ABYKamepHa 1 na-
BO-AOMVHAHTHa apUTMOreHHa KapanommnonaTtums.

10.6. KnanHo cbpaeyHo 3abonsaBaHe

« JlunceaTt no3HaHWA 3a ngeHTuouumnpaHe Ha nauneHTn ¢ MVP
¢ puck ot VA n BCC.

10.7. BpopeHo cbpaeyvHo 3abonsaBaHe

« JlunceaTt No3HaHMA OTHOCHO abcontoTHUA puck 3a VA n BCC
npwu BCB, KonTo ca npeTbpneny Kopekumna CbC CbBPeMeHHN
XVPYPrUYHN NOAXOAN.

10.8. MbpBUYHO eneKTpNUYeCcKo
3abonnaBaHe

+  Heobxogmmun ca conupaHu AoKasaTencTBa B Mogkpena Ha
npodunakTmyHata ynotpeba Ha ICD B fonbAHEHUE KM Me-
AMKaMeHTO3HaTa Tepanua ¢ 6eTa-61oKepu 1 reHHo-cneuu-
¢duuHa Tepanua npu naymeHTn ¢ LQTS.

+  Heobxonmmu ca noBeue faHHW, 3a Aa Ce onpefenu ponAaTa
Ha LCSD v ICD npwu Bucokopmckosu naymneHtr ¢ LQTS, konTto
He NoHacAT MenKaMeHTO3Ha Tepanus.

+  Heobxopumun ca nogobpeHn MHCTPYMEHTU 3@ AMArHOCTUKA
1 cTpatndrKaLmaA Ha prucka Npu 6e3cMMNTOMHMN NauneHTn ¢
Brugada v nofo3mpaH CMHAPOM Ha paHHa penonapusayms.

+ PonAra Ha eHpo-ennKapaHOTO KapTorpadurpaHe 3a NAeHTU-
duKaumMa Ha NOKanHW CTPYKTYPHU NPOMEHM, MOTeHLMaNHO
cBbp3aHu ¢ IVF, 1 Ha TapreTHaTa KaTeTbpHa abnauusa, Tpabsa
Aa 6bAe NpoyyeHn AOMbIIHATESTHO.

+  Heobxonmmu ca AbAroCcpoyHM AaHHU 33 ePUKaCHOCTTa Ha
ICD cnpamo nnncata Ha ICD npu naumeHtn ¢ CPVT npexn-
BENUN CbpAeYyeH apecT.

+  He ce pa3bupa KaTeropmyHo 3aLL0 XeHnTe ca U3NoXKeHN Ha
HNCBK PUCK OT CBbpP3aHa cbc cnopTta BCC.

11. NocnaHnsa ,KakBo fga npaBum” n ,KakBo Aa He NpaBuM” OT NpenopbKUTe

Mpenopbku

Knac® Huso®

Mpenopbku 3a r|y6nv|t|ua HavaJ/iHa nogapbXXKa Ha XKUBOTa U AOCTDbN A0 aBTOMAaTU4YHU BbHIUHN Ae¢m6pm1a'ropm

I'Ipenop'bHBa @= Ae¢m6pv|nauvm © I'Iy6)1VI"IeH AOCTbN Aa e 4OCTbMNHA Ha MeCTa, KbleTO € NO-BePOATHO Aa HaCcTbMNn CbpaeyveH apeCT.c

Mpy OHCA ce npenopbyBa 6bp3a KapAVoNyIMOHaNHa peaHumaL s oT MUHYBauW.

Mpodwnxasa
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lMpodwxeHue

I'IpenopbuvlTenHo € la ceé Hacbp4un o6yueH|/|eTo Ha 06LHOCTTa 3a HaYanHa noaapbKKa Ha XKMBOTQ, 3a Aa Ce MOBULLN YeCcTOoTaTa Ha Knp
OT CTPAHNYHN Ha6J'IIO,anEJ1I/I 1 n3non3BaHeTo Ha AED.

Hpenop‘bxm 3areHeTU4YHoO nscnenBaHe

[eHeTNUHOTO 13cnefBaHe ce MPenopbYBa, KOraTo MPU KB UM MOYMHAI YOBEK Ce ANAarHoCTULMPa CbCTOAHNE C BEPOATHa reHeTnYHa
ocHoBa 1 puck ot VA n BCC.

Korato 3a nbpBu NbT ce naeHTudMLMpa npearnonaraem NPUYNHEH BapuaHT, ce NpenopbyBa OLeHKa 3a MaTOreHHOCT, KaTo Ce U3Mos3Ba
MeXyHapoaHo npueta pamka.

Korato BapwuaHT oT knac IV unu knac V e naeHTUGMLUMPaH NPU XXUB UV NOUMHAN YOBEK CbC CbCTOAHME, KoeTo Hocu puck ot VA n BCC, ce
npenopbyBa reHeTUYHO 3c/efBaHe Ha POAHUHM OT MbPBa CTEMeH 1 CUMNTOMATUYHM POAHVIHN 1 OBNNTaTHU HOCUTENN.

I'Ipenopqua Ce reHeTU4yHo nscneBaHe N KOHCyNTMpaHe OTHOCHO HerosuTe NoTeHUnanHn nociegnumn fa ce U3BbpLUBaAT OT eKCcnepTeH
MynTUANCUNNINHAPEH TUM.

MpenopbuBa ce BapraHTy oT Knac lll (c HecurypHa 3HaYMMOCT) 1 BapuaHTK oT Knac IV ga 6baat oLeHeHM Mo Bb3MOXHOCT Pa3fenHo B
cemencTBaTa, a BapnaHTbT NePMOANYHO Aa ce MpeoLieHnABa.

He ce npenopbyBa N3BbPLIBAHETO HA TEHETUYHO U3CNEABAHE NPV UHAEKCHM NMALMEHTN C HEAOCTATbYHO JAHHU 33 FeHETUYHO 3abonsABaHe.
MpenopbKu 3a OLleHKa Ha NaLMEHTN C HOBOJOKYMEHTPaHa KamepHa apuTmMus

Mpw naumeHTn c HoBofokymeHTUpaHa VA (dectn KEC, NSVT, SMVT) ce npenopbuBa usxopHa 12-kaHanHa EKT, 3anuc Ha VA B 12-kaHanHa
EKT BrHaru Korato e Bb3MOXHO, 1 eXxOKapAmnorpama Kato MbpBOHayasiHa OLeHKa.

MpenopbKiu 3a oLleHKa Ha NPeXUBeny BHe3aneH CbpAeYeH apect
V3cnenBsareTo Ha ouensin ot BCA 6e3 oueBMaHa U3BBbHCbPAEYHA MPMYMHA CEe MPEenopbyBa Aa 6bae Hab/ioAaBaHO OT MyNTUANCLMMIVIHAPEH TVM.

lMpw enekTpMYeCcKn HeCTabUIHN MaumneHT cneq ouenssare oT BCA cbc CbMHEHME 3a MPOABIIKABALLA MMOKapAHA UCXEMUSA € MoKasaHa
KopoHapHa aHrmnorpadus.

Mpun npeactaBsHe Ha npexusenn BCA ce npenopbyBa B3eMaHe Ha KpbBHM MPo6M 3a MOTEHUMANIHO TOKCUKONOFMYHO 1 FEHETUYHO
nscneaBaHe.

Mpwu Bcnukm BCA ce npenopbuBa nperneg Ha 3anucute B CIED 1 npeHoCMMUTE MOHUTOPMW.

Mpwu npexveenute BCA ce npenopbysat nosTopHu EKI B 12 oTBeXAaHMA MO Bpeme Ha cTabuneH putbm (BkounTenHo EKI ¢ Bucoku
NpeKopAVanHn OTBEXAaHNA), KAKTO 1 MPOABIIKUTENHO CbPAEYHO MOHUTOPUPAHE.

ExokappauorpadusaTta ce npenopbyBa 3a OLeHKa Ha CbpAeyHaTa CTPyKTypa 1 GyHKLUA Npy Bcuuku ouenenu ot BCA.

KopoHapHo nsobpasasare n CMR c LGE ce npenopbyBaT 3a OLEHKA Ha CbpAeyHaTa CTPYKTypa v GYHKLMA NPy BCUYKKM olenenmn oT BCA
6e3 AcHa noAasexalla npuyrHa.

TecTbT ¢ 6710KepPU Ha HATPUEBIMTE KaHANM 1 TECTBT C HaTOBapBaHe ce NpenopbyBa Npu npexunseny BCA 6e3 AcHa OCHOBHA NpUYMHa.
MpenopbKM 3a oLleHKa Ha XKepTBMUTE Ha BHe3anHa CMbpT

M3cnepnBaHeTo Ha HeouakBaHa BC, ocobeHo B cilyyail Ha CbMHeHVe 3a HacleCTBEHO 3abonABaHe, TpA6Ba fa 6bae npuoputeT Ha 06-
L|eCTBEHOTO 3ApaBe.

B cnyvawnTte Ha BC ce npenopbyBa fja ce cbbepe NogpobHO onvcaHme Ha 06CTOATeNCTBATa Ha CMbPTTA, CUMMNTOMUTE NPean CMbPTTa,
cemeiiHaTa UCTOPUSA 1 Aa ce NperneaaT NpeaniliHN MeauLMHCKU JocneTa.

B npeanHua cnyyai ce npenopbyBa MbiHa ayTOMNCKA 1 BUHArM B Cyvaun Ha HeovakBaHa BC npu nvua <50 rogmHu.

B cnyuaute Ha BCC ce npernopbuBa Aa ce 3anasAT npobu, NogxoasALm 3a ekctpakums Ha [IHK, v fa ce Hanpaem KOHCYNTaums CbC Cbpae-
YEeH MaTosIor, KOraTo ce MOA03MpPa HaCIeACTBEHA MPUYMHA UK NMPU HEOBACHMA NPUYMHA 338 CMBPT.

TOKCMKONIOrMYHMTE Nperneamn ce npenopbyBat npu ciyyau Ha BC ¢ HecurypHa npuyrHa 3a cMbpTTa.

3a BCC, koraTo npuynHaTa e n3BeCTHa 1Uau ce npefnosara, Ye € Hacne4CTBeHa, Ce nNpenopbyBa reHETUYHO N3cienBaHe, HACOYEHO KbM
npuvnHaTa.

Cnep SADS ce npenopbyBa ClejCMbPTHO reHeTUYHO U3CefiBaHe, HACOUYEHO KbM MbPBUYHO eNeKTpryecko 3abonasaHe, Korato nNoun-
HanuAaT e mnag (<50) n/unu obcToaTeNcTBaTa M/MNN CEMEeiHaTa aHaMHe3a NOAKPENAT MbPBUYHO ENEKTPUYECKO 3a60NABaHe.

Korato ayToncuATa gnarHoCTMUMpa Bb3MOXHO HacnenCcTBEHO CbpAeYHO 3abonaBaHe, ce npenopbyBa POAHNHNTE OT NbpPBa JINHNA Aa
Ce N3npaTAT 3a KapAnoJiornvyHa oueHKa B cneyranmsvipaHa KnnHuka

B cnyuam Ha HeayToncrpaHa BC, koraTto ce nofo3upa HaclieiCTBEHO CbpAeUHO 3a601siBaHe, Ce MPEenopbYBa Aa Ce HACOYaT POAHVHM OT
MbpBa IMHKA 33 CbpAEeYHa OLieHKa B crieluanm3npaHa KnvHmkKa.

Hpenop‘bxn 3a Ol eHKa Ha pOAHNHW Ha NOYNHANN CbC CUHAPOM Ha BHe3anHa apuTMn4yHa CMbpT
Cnep SADS He ce npenopbyBa C1IeACMBbPTHO reHeTUYHO 1U3ciefBaHe CbC CEKBEHVPaHe Ha €K30M U/ TreHOM 6e3 npeaBapuUTesIHA XUNnoTesn.

MpenopbyBa ce oleHKa Ha amunmaTa Ha noumHanm ot SADS:

* 3a POAHUHW MO MbpBa INHNA

* 32 POAHUHY, KOUTO TPAGBaA Aa HOCAT MyTaLuA Ha 6a3aTa Ha aHaNK3 Ha CemeliHaTa aHaMHe3a

* 32 POAHUHM CbC CYCMEKTHU CUMATOMMN

+ KOraTo Bb3pacTTa Ha NoumHanua e <50 rognHn 1am ako uma Apyrn KOCBeHW AaHHM v GammiiHa aHamHe3a, KOMTO roBOPAT 3a Ha-
cneficTBeHO 3abonABaHe.
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MpoodwxeHue

MpenopbuBa ce dammnHaTa oueHKa Ha noyrHany oT SADS Aa BKNoYBa reHeTUYHO U3CNeABaHE, KOraTo NoC/eCMbPTHOTO FrEHETUYHO
n3cnefBaHe cnef CMbpTTa Ha noyrHan ot SADS oTKpuBa naToreHHa My Tauua.

lMpenopbyBa ce 6a3anHa GamuiHa oLeHKa Ha nounHany ot SADS Aa BK/OYBA CHEMAHE Ha MeAMLUMHCKA aHaMHe3a 1 N3BbpLIBaHe Ha
dr3mKaneH npernes, CTaHAapTHa v BUCOKa npekopauanHa EKT, exokapaviorpadus 1 Tect c HaToBapBaHe.

B cemenctBa cbc SADS 6e3 AnarHosa cnepj KAnH1n4HaTa oueHKa ce npenopbyBa NnpocsieidaBaHe Ha AelaTta Ha NoYnHanute o 4oCTUraHe
Ha 3pAfia Bb3pacT.

B cemeiicTBa Ha SADS 6e3 ararHo3a cief KInMH1MYHaTa OLIeHKa He Ce NpernopbyBa NPoc/ieasBaHe Ha 6e3CUMNTOMHMN Bb3PaCTHY, KOUTO
Morart ia 6bAaT U3nrcaHy CbC CbBET Aa Ce BbPHAT, aKo Pa3BUAT CUMMTOMU UK aKo pammiHaTa aHamHesa ce MPoMeHMU.

MpenopbKu 3a neYeHne Ha 06pPaTUMM CbCTOAHNA
lMpernopbyBa ce OTTerNAHE Ha BPeAHU CPeACTBA, BUHAMM KOraTo ce nofo3upar JiekapcTBeHo-nHAYLpaHm VAs.

Mpwn naumeHTn ¢ VA ce npenopbyBa M3ciefBaHe 3a 06paTMU MPUYUHMN (Hanp. eNeKTPoNMTeH AUcbanaHc, NCXemns, XMNoKCemus,
d
Tpecka).

ﬂpenop‘bKln 3a CnelwHo eYyeHne Ha NpoADb/IXKNTE/IHa KaMepHa TaXukapana v efieKTpnyecka Gypﬂ
DC KapanoBepcuAaTa ce npenopbyBa KaTo JieyeHre OT NbpBa JINMHUA NPU NauneHTn ¢ XxeMogUWHaMNYHO HeENOHOCUMa SMVT.

DC KapAvnoBepcuAaTa ce npenopbyBa KaTo JieyeHre OT MbpBa JINHUA NPU NauneHTn, npeacTaBALlln ce ToJiepupaHa SMVT, npu ycnosue
4ye PUCKDBT OT aHecTe3us/cefauma e HUCHK.

Mpy NnaureHTn NpeacTaBALWYM Ce C XeMOANHAMMNYHO TonepupaHa ngruonatnyHa VT ce npenopbyBa neyeHne ¢ MHTpaBeHo3eH 6eTa-6510-
kep (RVOT VT) unu Bepanamun (pacumkynapHa VT).

MNHTpaBeHO3HUAT BepanaMmsl He ce NpenopbyBa Npy Taxmkapama ¢ Wnpok QRS KoMMNeKc ¢ Hem3BecTeH mexaHn3bm.308,309

MpenopbyBa ce fieka o yMepeHa cefauus npy NaumueHTy ¢ enekTpuyecka 6yps 3a obnekyaBaHe Ha NCUXONOrMUYeCKns ANCTPEC U Ha-
MansABaHe Ha CMNATMKOBYSA TOHYC.

AHTVMapWUTMMUYHa Tepanua ¢ 6eTa-6nokepu (3a NpeanoYnTaHe HecenekTUBHM) B KOMOMHALMA C MHTPaBEHO3eH aMMOAAPOH Ce Npeno-
pbuBa Npy naumeHTn cbe SHD 1 enekTpryecka byps, 0OCBEH ako He e MPOTUBOMOKa3aHa.

MHTpaBeHo3eH MarHe3ui ¢ fobaBKa Ha Kafiuii ce npenopbysa npu naymeHtu ¢ TdP.

V3onpoTepeHon nnv TpaHCBEHO3HO NelicupaHe 3a yBenMyaBaHe Ha CbpfeyHaTta YecToTa ce npenopbyBa NpU NauueHTn ¢ NpuaoomT
LQT cuHapom n peungmsurpaly TdP, Bbnpekn KopeKkuuaTa Ha NpeumnnmuTipaLiy CbCTOSHUA U Ha MarHesus.

MpenopbuBa ce KaTeTbpHa abnauysa Npy NaLMEHTU NPEACTaBALM Ce C HenpeKbcHaTa VT unm enektpuyecka bypa nopagu SMVT, pe-
¢dpakTepHa Ha AADs.

MpenopbKM 3a neYeHne C NeKapcTBa 3a CbpAeyHa HeOCTaTbYHOCT

OnNTUManHoO MeAVKaMeHTO3HO neveHue, BkaouBawo ACE-I/ARB/ARNIs, MRA, 6eTa-6nokepu 1 SGLT2 uHxnbuTopw, € nokasaHo npu
BCUYKM MaLMEHTN CbC CbpAeYHa HeloCTaTbYHOCT C HamaneH EF.

MpenopbKyn 3a UMNNaHTUPaHe Ha UMNJIAHTUPYEeM KapAnoBepTep aednbpunaTtop (06wm acnekTu)

VimnnaHTupaHeTo Ha KapgauoBepTep fepnbpurnatop ce NpenopbyYBa camo Npu MaLMeHTH, 3a KOUTO ce O4YaKBa MPeXMBAEMOCT Npw A0-
6pO KauecTBO Ha XMBOTa >1 roguHa.

He ce npenopbuBa umnnaHTpaHe Ha ICD npn nauneHTy ¢ HenpekbcHaTh VAs, LOKaTO He ce NOCTUrHe KOHTpon Ha VA.
MpenopbKu 3a BTOpnyHa npodpunakTnKa Ha BHe3anHa CbpAie4yHa CMbpT

MmnnanTupaHe Ha ICD ce npenopbyBa Npu NaymeHTn ¢ JokymeHTrpaHo VF nnvm xemogmHaMmuyHo HenoHocrma VT npwv nvnca Ha obpa-
TUMU NPUYNHN.

Mpenopbku 3a fo6aBAHe Ha CbpAeYHa peCUHXPOHU3MpaLla Tepanua KbM UMNNaHTIPYyeM KapauosepTep aedubpunatop
KoraTo e nokasaH ICD, ce npenopbyBa Aa ce npeLeHy Aanmn naymeHTsT 6v Morbs Aa uma nonsa ot CRT-gedubpunatop.

MpenopbKM 3a ONTMMKU3MPAHO NPOrpaMupaHe Ha YyCTPONCTBOTO

Moka3aHo e onTMMM3MpaHo nporpamupaHe Ha ICD, 3a fa ce n3berHat HeMOTUBMPAHU U HEHYXXHV TePanuu 1 ja ce Hamann CMbPTHOCTTa.

Mpu naumeHTy c efHOKYXMHEH nnn AByKyxmHeH ICD 6e3 nokasaHuA 3a neiicnpaHe Ha 6paankapamna ce npenopbyBa MUHUMU3MPaHE Ha
KaMepHOTO necmpaHe.

Moka3aHo e nMporpamvipaHe Ha HaCTPOWMKY 3a yAbIXXeHa AeTeKuus (KpMTepun 3a MPOABIKUTENHOCT Hail-Manko 6-12 cek. unu 30 uH-
TepBana).

MpenopbuBa ce NporpamMrMpaHe Ha rpaH1La Ha Han-6aBHaTa TaxnKapanA nognexaiia Ha neyeHvie =188 b.p.m. npu naunentn c ICD 3a
NbpBUYHa NpodunakTmKa.

Mpu nauneHTn cbe SHD ce npenopbyBa NporpammpaHe Ha Hall-mMmanko eaHa ATP Tepanna BbB BCUUYKU 30HM Ha Taxnaputmus.
MpenopbyBa ce Aa 6bAaT NporpamvipaHn anropuTMm 3a AUCKpUMUHaLUMA Ha SVT cpewy VT 3a Taxukapamm ¢ yectota Ao 230 b.p.m.
MpenopbyBa ce fAa akTMBUPaTE CUrHan 3a NoBpeja Ha enekTpoaa.

MpenopbuBa ce ANCTaHUVOHHO MOHUTOPMPaHe, 3a Aa 6bAe HamaneHa yecToTaTa Ha HEMOTVBYPAHUTE LLOKOBE.

MporpamupaHe Ha ATP ¢ pukcrpaHa yecToTa (burst) kKato NbpemM onNuT ce NpenopbuBa nNpeg ATP ¢ HapacTBalla yectoTta (ramp).

i i l l i nl i I i i I i I l i ll
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3a S-ICD ce npenopbyBa KOHPUrypaLua c ABONHA 30Ha 3a AeTEKLUA C aKTUBMPaHE Ha AUCKPUMIMHALIMOHHUA anropuTbm B No-fJosiHaTa
YCJIOBHa LUOKOBA 30Ha.

MpenopbKn 3a npuapyXaBalyo NevyeHue 3a u3barsaHe Ha HeMOTMBUPaHa Tepannsa C UMNJIaHTIPYeM KapauoBepTep aedpubpunatop
MpenopbuBa ce KaTeTbpHa abnauua npu naunenTy ¢ ICD ¢ peynausmpatya SVT, Bogewa Ao Hemotusmpanu ICD Tepanuu.

DapMaKoNnornyHo sieveHrne Nmn KateTbpHa abnauma ce npenopbyBa NPU NaLMeHTU Cbe cBbp3aHu ¢ MM HemoTuBrpaHu ICD Tepanun,
BbMpekn ontumanHoto ICD nporpamupate.

MpenopbKyM 3a NCMXO-COLMANHO NIeYeHNe Cnea MMMIaHTUPAHE Ha UMMIaHTUPYeM KapAroBepTep aedubpunatop
Mpwu nauneHTn ¢ ICD ce npenopbyBa OLeHKa Ha MCMXONOrMYeCKrA CTaTyC 1 NeYeHne Ha gucTpeca.

lpenopbuBa ce KOMyHMKaLMATa MeXay NauneHT u nekap/MeNLMHCKN CNeLnanmucT C Len cnpasaHe C onaceHnaTa, cebp3aHu ¢ ICD, n
33 06CbXKaHe Ha BbMPOCH, CBbP3aHM C KAYeCTBOTO Ha XKMBOTA, Mpean nmninaHtupaxe Ha ICD 1 no Bpeme Ha 6onecTHaTta nporpecus.

MpenopbKu 3a npefoTBpaTABaHE Ha YCNIOXKHEHUSA OT MNNIAaHTUPYeM KapanoBepTep aedunbpunatop

MpenopbuBa ce eaHoKyxuHeH ICD npep ABYKyxuHeH ICD npu mbpBryHa NpodunakTka Ha nayMeHTn 6e3 HacToALa UM OYaKBaHa
VHAVKaLMA 3a NPeACbPAHO v AV cCeKBEHLMANHO NercnpaHe, MOPaan No-HUCHK PUCK OT CBbP3aHU C YCTPOMCTBOTO YCIIOKHEHMS.

Mpenopbku 3a npo6semMun B Kpas Ha XKMBOTa NP HOCUTENN Ha UMNNIAHTUPYeMK KapanoBepTep aepubpunaTtop

MHCI)OPMVIpaHa ANCKYCUA C NauneHTa n CeMeNCcTBOTO OTHOCHO Bb3MOXHOCTUTE 3a AeaKTMBMpaHe Ha ICD 1 cbBMeCTHO B3emaHe Ha pe-
LLIeHMA Ca NOKa3saHW nNpean uMniiaHTupaHe N B Cﬂy‘-lal7| Ha 3Ha4YUTENHO BJIOLWaBaHe Ha 3[1paBOC/NIOBHNA CTaTyC.

npenopbxm 3aieyeHne Ha KaMepH apuTMunM Npun oCTbp KOPOHapeH CUHAPOM 1 Ba3zocna3sbm

MIHTpaBeHO3HO neveHue ¢ 6eTa-610Kep e MoKasaHo Npu NaumneHTun ¢ peyugusrpatya PVT/VF no Bpeme Ha STEMI, 0cBeH ako He e npo-
TUBOMOKa3aHo.

MpodunakTnuHoTto neyeHune c AAD (pa3nuuHu ocBeH 6eTa-6nokepuTe) He ce npenopbusa npu OKC.
MNMpenopbKu 3a cTpaTuduKaLma Ha prUCKa U NeYeHne Ha KaMepHN apuTMUN PaHO cef MUOKapAeH NHGapKT

MpenopbuBa ce paHHa (Mpeau n3nuceaHe) oueHka Ha JIKU® npu Bcuykn naymeHTn c octbp MA.

nI Il i l i i i i

Mpwu nauynenTn ¢ IKU® npean nsnucsaHe <40%, ce npenopbyBa NOBTOPHa oueHKa Ha JIKUD 6-12 cegmuun cneg MU, 3a pa ce oueHn
noTeHUManHaTa Heo6XoANMMOCT OT UMNIaHTUpaHe Ha ICD 3a NbpBUYHA NpodUIaKTHKa.

MpenopbKu 3a cTpaTuduKaLmaA Ha pUCKa, NPeBeHUNA Ha BHe3anHa Cbpfie4yHa CMbPT 1 le4eHne Ha KaMepHY apMTMUN NPY XPOHNYHa KOPOHapHa
apTepuanHa 6onect

Mpyv naumeHTn cbe cMHKON 1 npexmesaH STEMI, PES e nokasaHa, Korato CMHKOMbT OCTaBa HEOBACHUM Crief, HeMHBA3MBHA OLleHKa.

Mpwv naunenTnTe ¢ KAB, cumnTomaTtnyHa cbpgeyHa HegoctatbyHocT (NYHA knac lI-1l1) n JIKU® <35%, Bbnpekn >3 meceta OMT, ce
npenopbusa Tepanua c ICD.

Mpw naunenTn ¢ KAB He ce npenopbuBa NpodunaktnyHo federvie ¢ AADs, pa3nuyHu ot 6eta-6nokepu.

MimnnaHTupaHe Ha ICD ce npenopbyBa Npu NauyneHTn 63 NnpoabkaBalla MCXeMUA ¢ AOKYMEHTUPAHO VF unm xeMoarHaMUYHO Hemno-
Hocuma VT, HacTbnBawwm cnep noeeve ot 48 yaca cneg MU.

MNpn naunentn ¢ KAB 1 peungmsmpaym, cumntomHn SMVT unm ICD wokose 3a SMVT, Bbnpekn XpoOHNYHaTa Tepanua ¢ aMMoAapoH,
KaTeTbpHaTa abnauua ce npernopbyBa 3a NpeanoYnTaHe nNpej eckannpaHe Ha TepanuaTta ¢ AAD.

ﬂpenop‘bKln 3anpepnasBaHe oT BHe3anHa cbpAeYHa CMBbPT Npu NaLieHTN C KOPpOHApHU aHOMannun

Mo Bpeme Ha Gpu3MUeCKO HaTOBapBaHe ce MpenopbyBa 06paseH CbpAeyeH CTPEeC-TECT B AOMbJIHEHVE KbM TeCTa 3a KapANOMYIMOHa-
HO HaTOBapBaHe MPW MALMEHTY C AaHOMAJIEH A0PTEH MPOU3XOA Ha KOPOHAPHA apTepws C MHTepapTepuaneH Xog 3a NoTBbpXKaaBaHe/
M3K/0UYBaHEe Ha MVIOKapAHa NCXeMusA.

Cnep onepayna ce npenopbyBa o6pa3eH cbpAeyeH CTpec-TecT no BpemMe Ha ¢I/I3I/ILIECKO HaTOBapBaHe B AOMNbJIHEHNE KbM TecCTa 3a
KapAnonyaMoHa/iHO HaTOBapBaHe Npu nauneHTV C aHoOMaJsieH aOpTeH Npon3xo Ha KOpoHapHa apTepunA C aHaMHe3a 3a NpeKbcHaT CA.

Xupyprus ce npenopbyBa Npu NaLMeHT! C aHoOMaseH aopTeH NPOV3XOA Ha KopoHapHa apTepus ¢ CA, CMHKOT, 3a KOWTO ce Nofo3npa,
ue e cBbp3aH ¢ VA, Un aHTVHa, KOraTo ca U3KJIIOYEeHU APYTY MPUYUHUA.

Xupyprusi ce npenopbyBa Npu NaLMeHT C aHOMaJleH a0PTEH NPOM3XOL Ha KOpoHapHa apTepusi ¢ CA, CMHKOT, 3a KOWTO ce Nofo3unpa,
ye e cBbP3aH ¢ VA, Un aHrvHa, KOraTo ca U3KJoYeHn ApYrv MPUYUHM.

MpenopbKu 3a 1eyeHne Ha NaLMEeHTN C MANONATYHN KaMepHU eKCcTpacucTonn/KaMepHa Taxukapans

i i i i i llll i

Moka3aHa e pefioBHa OLleHKa Ha KamepHaTa GyHKLMA Ha NauuneHTn c obpemerasaHe ¢ KEC >10% 1 HopmasiHa KamepHa GyHKLA.

KaTeTbpHaTa abnauua KaTo neuyeHue OT MbpBa JMHUA Ce MPenopbyBa 3a CUMMTOMHA mnanonatnyHa VT/ KEC ot RVOT wnwn nesute
dbacuymkynn.

Beta-6nokepu unu HeguxmngponupuanHosmn KA ca nokasaHu npy CUMNTOMHU NaLmneHTy ¢ ngmonatnyHa VT/KEC c npousxoa, pasnuyeH

C
oT RVOT nnwu nesute dpacuymkynu.
KateTbpHaTa abnauma Ha ngmonatnyHa VT/KEC He ce npenopbyBa nNpw Aela Ha Bb3pacT 5 roanHn unm <10 kg Terno, oceeH Korato C
npefvwHaTa MeANKaMeHTO3Ha Tepanna e HeycnelHa uam korato VT He ce NoHacA XeMOANHAMUYHO.
AMMOAAPOH KaTo NleyeHne OT MbpBa JIMHMA He Ce MpenopbyBa NPy NauueHTy ¢ nguonatnyHn VTs/ KEC. C

Mpodwixasa
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Bepanamun He ce npenopbyBa Npu feua <1-rogumiwHa Bb3pact ¢ KEC/VT, 0cobeHo ako MmaT Npr3HaLm Ha CbpfeyHa HeoCTaTbYHOCT C
1NN egHOBPEMeHHa ynotpeba Ha apyru AADs.

MpenopbKu 3a neyeHne Ha NaUeHTN C KapaAnoMnonaTus, npeansBUKaHa Uan BlOWEHa OT KaMePHM eKCcTpacucronm

Mpwv naumneHTV C KAPAMOMMONATUA, 3a KOATO Ce NOAJ03MPA, Ye e MPUUYMHEHA OT YecTn 1 npeobnagasalyo moHomopdHu KEC, ce npeno- c
pbyBa KaTeTbpHa abnauma.

ﬂpenop‘bKln 3a puckoBa crparmbvmauuu, npepoTBpatABaHe Ha BHe3aNHaTa CbpAeYHa CMBPT U JiedyeHe Ha KaMepHU apuTMuUu npuv annatatuBHa
KapAuomuona'ma/xmnoxuueruuua HeaunaTaTUBHa KapaunomuonaTtua

leHeTnYHO n3cnenBaHe (BKMounTenHo noHe reHnte LMNA, PLN, RBM20 n FLNC) ce npenopbuBa npu nauveHtn ¢ AKMI/XHOKMIM un
3a6aBeHa AV MpoBOAMMOCT NP Bb3pacT <50 rofnuHu nam Kouto nmat pamunHa aHamHesa 3a JKMI/XHAKMM nnan BCC npu pogHuHa ot
nbpBa cTeneH (Ha Bb3pacT <50 ToanHm).

He ce npenopbuBa yyacTeTo B HaTOBapBaHWA C BUCOKA UHTEH3UBHOCT, BKIOUNTENHO CbCTe3aTeNHn cnopTose npu anua ¢ KM/
XHAKMI n LMNA myTauumsa.

MmnnanTupare Ha ICD ce npenopbysa npu nauneHTty ¢ JKMI/XHAKMI, kouto npexunsasat BCA nopaav VT/VF nnn nmat xemoguHa-
MWUYHO HenoHocma SMVT.

Mpwv pogHUHa OT NbpBa NMHMA Ha naumeHT ¢ AKMI/XHOKMI ce npenopbusaT EKI' 1 exokapamnorpama, ako:

+ WHAEKCHUAT NALMEHT e 61 ANarHoCTULMPaH Ha Bb3pacT <50 roAvHM Wu Ma KIIMHUYHI XapaKTePUCTUKY, Npegnonaralym Hacnea-
CTBEHa NPUYKHa, Unn

+ uma damunHa aHamHesa 3a JKMI/XHOKMIT unu npexpeBpemeHHa HeoyakBaHa BC.

lNMpenopbKn 3a ANArHOCTUKa, pUCcKoBa C'rpa'rmbm(aqvm, npeBeHUNA Ha BHe3anHaTa CbpAe4YHa CMDBPT U JleYeHNe Ha KaMepHUTe aputMmun npun
apuTMoOreHHa fleCHOKaMepHa Kapanomvuonaruma

Mpu nauneHTn cbc cbMHeHne 3a ARVC, CMR ce npenopbuBa.

MNpu NaureHTn CbC CbMHEHNe nnn KateropryHa gmnarHosa ARVC, ce npenopbyBa reHeTUYHO KOHCYNTMpPaHe 1 n3cieaBaHe.
M36ArBaHeTO Ha HaTOBAPBaHWA C BIUCOKA UHTEH3UBHOCT Ce NPENOPbYBa MPU NaLMEHTH CbC CUrypHa ArarHo3a ARVC.
MpenopbuBa ce umnnaHTMpaHe Ha ICD npu nauneHTn ¢ ARVC 1 xemoagnHaMmyHo HenoHocuma VT unu VF.

Mpwu nauneHTn ¢ ARVC 1 HEeMpOABIKATENHN UV NPOABIKMTENHM VAS ce npenopbyBa Tepanus ¢ 6eta-6nokep.

| f..III

Mpu pofHMHa oT NbpBa NMHNUA Ha naumeHT ¢ ARVC ce npenopbuBaT EKI 1 exokapaunorpama.

Mpenopbku 3a cTpaTUdMKaLMA Ha pUCKa, NpeAoTBpaTABaHe Ha BHE3aNHa CbpAeYHa CMbPT 1 le4eHne Ha KaMepHN apuTMUN Npu XunepTpopuny-
Ha KapguomuonaTus

CMR ¢ LGE ce npenopbuBa npu nauueHTy ¢ XKMI 3a grarHoctryHa o6paboTka.
[eHeTNYHOTO KOHCYNTMPaHe 1 n3cnefBaHe ce npenopbysa Npu naymeHTn ¢ XKMr1.

I'Ipenop'bl-lsa ce 5-roAguLWHNAT PUCK OT BCC pa ce nsuuncnm npv NbpBaTa OLeHKa U Ha UHTepBanu oT 1-3 roanHN, UK Korato nma npo-
MAHA B KIIMHUYHNA CTaTyC.

MmnnanTupaHe Ha ICD ce npenopbyBa npu naumeHTn ¢ XKMI ¢ xeMognMHaMnyHo HenoHocuma VT unm VF.

f..I i II

Mpwv pogHnHa No nbpBa NMHNUA Ha naumneHT ¢ XKMI1 ce npenopbusat EKI n exokapguorpama.

npenopbxu 3a crpa'md)m(auun Ha pUCKa, NnpeBeHUA Ha BHe3anHaTa CbpAeYyHa CMBbPT U Jie4eHne Ha KaMepHU apuTtMnmn npn HEBPOMYCKYJTHU 3abonaBaHuA

MpenopbyBa ce eXXeroAHo nNpociefsaBaHe ¢ Hai-Manko 12-kaHanHa EKI npy naumeHT ¢ MyckynHu guctpodum, fopw 1 B ckputaTa Gpasa

C
Ha 3abonsBaHeTo.

MpenopbuBa ce MaLMEHTU C HEPBHO-MYCKYNIHW HapyLIeHUA, KOUTO UMaT VA unm kamepHa AncdyHKLUMSA, 4a 6bAaT NeKyBaHM Mo Cblymna
HauMH 3a apUTMUATA, KaKTO MaLMeHTHTe 6€3 HeBPOMYCKY/THI HapyLUeHUA.

MpenopbuBa ce MHBa3NBHa eNeKTPOoPM3MONOorMyHa oLeHKa npu NaunueHTn ¢ MMOTOHNYHA ANCTPOGUA 1 CbpLiebreHe Nnm CUMHKOoM, Nofa-
cka3Bau VA, unu npexunsenu CA.

MmnnanTupaxe Ha ICD ce npenopbyBa Npu NaLmMeHT! C MMOTOHUYHA AncTpodua n SMVT unv npekbcHat CA, KOWTO He e NprynHeH oT BBR-VT.

IMp¥ NauVeHTN C MMOTOHUYHA BUCTPOPGUA He Ce NPEenopbYBaA CepuUiiHa eNeKTPoPr3MoNoruyHa oLeHka Ha AV NpoBOAUMOCT 1 MHAYLN-
paHeTo Ha apUTMUS, MPW JIAMCA Ha CbMHEHVE 33 aPUTMUS AV MPOrpPecusi Ha MPOBOAHUTE HapyLeHns B EKT.

Mpy cumnTomaTyHm NauymeHTn ¢ BBR-VT ce npenopbyBa KaTeTbpHa abnauus.
Mpu NauneHT! C MMOTOHMYHA ANCTPodUA, NoAN0KeHM Ha abnauwma 3a BBR-VT, ce npenopbuBa MMnnaHTUpaHe Ha nercmenkbp/ICD.
MpenopbKn 3a npefoTBpaTABaHe Ha BHe3anHa CbpAeYHa CMbPT U JieYeHue Ha KaMepHN apuTMuu Npn MUOKapAUT

I'IpM NOTBbPAEH NN KITMHUYHO NOAO03MPaH OCTbP MNOKapAUT Cce npenopbyBa NaUuNeHTUTe, KOUTO MMaT XKMBOTO3acTpallaBalla VA, pa

C
6bJaT HaCOUYEeHW KbM CrieLnanm3mpaH LeHTbP.

Mpw naumeHTy ¢ XemogUHaMMYHO HenoHocMa SMVT, Bb3HUMKBALLA B XPOHUYHaTa $a3a Ha MMOKapaUT, ce NpenopbyBa MMMaHTipaHe Ha ICD. C

Nn N N

npenop'bl(u 3a crpaﬂnq)ukauun Ha pucKa, npeagoTBpaTtABaHe Ha BHe3anHa cCbpAeyHa CMbpPT N 1e4eHre Ha KaMepHU apuTMnun Nnpu cbpAaeyHa capKkongosa

Mpodwixasa

MmnnanTupaHe Ha ICD ce npenopbyBa Npu NayMeHT! CbC CbpAeyHa capkonaosa, konto umat JIKU® <35%.

MmnnaHnTupaHeTto Ha ICD ce npenopbyBa NpU NaLMEHTM CbC CbpAeYHa CapKonao3a, KomTo (1) UMaT AOKYMEHTUPaHa NPOAbIKUTENHA
VT nnu (2) npekbcHat CA.
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MpenopbKu 3a npegoTBpaTABaHe Ha BHe3amnHa cCbpAevyHa CMbPT M leYeHne Ha KaMepHW apuTMUM NPU KNanHo CbpAe4YHo 3abonABaHe

PES C roTOBHOCT 3a 13BbpLUBaHE Ha KaTeTbpHa abnauusa ce npenopbyBa Npyv NauMeHTH Cbe 3a6osABaHe Ha aopTHaTa Knana n SMVT 3a
naeHTuounLmpare 1 abnauua Ha BBR-VT, oco6eHo ako ce nosABM cnep KnanHa MHTepBeHLMA.

Mpwv NaymeHTn ¢ KNanHo cbpAeyHo 3abonaBaHe u nepcuctupalya JIK auchyHKUmMa cnep xmpypruyHa Kopekumsa (ako e Bb3MoXKHa) ce
npenopbyBa MMNAaHTMpaHeTo Ha ICD 3a nbpBUYHa NpeBeHUMA fa cnefBa npenopbkuTe Ha ESC 3a AKMMN/XHOKMIT.

ﬂpenop‘bKln 3a I'IpOdWIIIaKTIIIKa Ha BHe3amnHaTa cbpAeYHa CMDbPT U JiedHeHe Ha KaMepHa apuTMunsa npv BpoaeHo cbpAevyHo 3abonaABaHe

Mpu Bb3pacTHu ¢ BCB ¢ AByKamepHa $puU3mMonorua n naea cMCTeMHa Kamepa CbC CUMMTOMHa CbpAeyHa HepocTaTbuHocT (NYHA II/11) 1
EF <35% Bbnpekun >3 mecena OMT, Ma nokKasaHuaA 3a UmMnnaHTMpaHe Ha ICD.

Mpu nauneHTn c BCB, npeacTaBAwWwm ce ¢ npoabxutTenHu VAs, ce npenopbyBa OLEHKa 3a OCTaTbyYHU SIe3UN UAN HOBWU aHaTOMUYHU
aHoManun.

Mpwv naunenTn ¢ BCB ¢ HenoHocuma VT/npekbcHat CA nopaau VF, nMa nokasaHua 3a umnnaHTipaHe Ha ICD cnep n3kiiouBaHe Ha 06-
paTMK NPUYMHN.

Mpw naymeHTn c KopurnpaHa TOF, komTo ce npeacTaBaT ¢ SMVT unu peumaneupalla, cumntTomHa motmsmpaHa ICD Tepanua 3a SMVT, ce
npenopbyBa KaTeTbpHa abnauua, KOATO ce N3BbPLUBA B CNELMaNn3MpaHm LLeHTpoBe.

MpenopbKu 3a neyeHne Ha NaLMeHTU C UANONATUYHO KaMepPHO MbXKAeHe

MpenopbyBa ce nguonatnuHoto VF aa 6bae amarHoctrumpado npu ouensn ot BCA, 3a npegnountaHe ¢ jokymeHTmpaHe Ha VF, cieg
M3K/I0YBAHE Ha Nofsexalla CTPYKTYPHa, KaHanonaTuyHa, MeTabosiMTHa UM TOKCUKOJIOTYHA eTUOSOTUS.

Mmnnantupare Ha ICD ce npenopbyusa npu ngnonatnyHo VF.
MNMpenopbKu 3a neyeHue Ha nayneHTn ¢ Ababr QT cuHgpom

Mpenopbusa ce LQTS pa ce gnarHoctuumpa ¢ QTc =480 ms npwu nosTapsAwm ce EKT B 12-otBexgaHus cbe unv 6e3 cumntomu, unu LQTS
AMnarHocTuyeH cbop >3.

Mpu naureHTN ¢ KNMHMYHO AnarHocTuumpar LQTS ce npenopbyBa reHeTUYHO U3CNeABaHE N TeHETUYHO KOHCYNTUPaHe.
MpenopbuBa ce fa ce noctasu AnarHo3a LQTS npu Hannuve Ha NaToreHHa MyTaLus, He3aBUCUMO OT MPOAb/KUTENTHOCTTa Ha QT.
PYyTUHHO AMarHoCTUYHO 13cseaBaHe C envHeppurH He ce npenopbysa npu LQTS.

Mpwu LQTS ce npenopbyBa CnegHOTO:

« W36arsanTe nekapcTBa, yabmkasawy QT nHTepBana.
+ U36arBainTe 1 KopurrpaiTe enekTpoNNTHUTE HapyLLEHWA.

+ W3barsaiite cneynduyHm 3a reHoTMNa TPUrepU 3a apUTMUN.

f

bera-6noKkepy, B naeanHns ciyvaii HecenekTneHY 6eTa-610Kkepy (HAAOMON MW NPOMPAHOIION), Ce MPenopbYBaT Npu naunenTy ¢ LQTS
C JOKYMEHTMPaHO yabikaBaHe Ha QT MHTepBana, 3a fa ce HamManu PUCKBT OT APUTMUYHU CbOUTUA.

MekcunetuH e nokasaH npw naumeHTn ¢ LQT3 c yabmxkeH QT nHtepsan.
MmnnanTupare Ha ICD B fonbiHeHve KbM 6eTa-61okepuTe ce npenopbyBa Npu nauneHTy ¢ LQTS n CA.

VimnnanTtupaHeTo Ha ICD ce npenopbyBa npu nauveHTy ¢ LQTS, KoUTo ca cMMNTOMHW,g AOKATO NoJlyyaBaT 6eTa-6nokepu v cneundmy-
HV 3a reHOTMMa Tepanum.

LCSD e nokasaHa npu naumeHTn cbe cumntomeHd LQTS, koraTo: (a) TepanuaTa ¢ ICD e npoTrBonoKasaHa unu oTkasaHa; (b) nauneHTsT e
Ha 6eTa-6nokepw 1 reHoTUN-cneunduYHN nekapcTaa, ¢ ICD, 1 nonyyaBa MHOXXECTBO LLOKOBE Wy CUHKOM nopagm VA.

MNHBa3UBHOTO eNeKTPOPU3MONOrMYHO M3CNeaBaHe He ce npenopbusa npu LQTS.
MpenopbKu 3a neyeHne Ha NaLneHTn cbc cuHapom Ha Andersen-Tawil
Mpyv NauneHTn cbC CbMHeHNe 3a cuHApoM Ha Andersen-Tawil ce npenopbyBa reHETUYHO U3CNeaBaHe.

Mpwv nauneHTn cbe crHapom Ha Andersen-Tawil cnep a6opTrpaH CA nav HemoHocMma npofbmkuTesiHa VT ce npenopbyBa MMNAAHTY-
paHe Ha ICD.

lNMpenopbKu 3a neyeHne Ha NaLNEHTU CbC CMHAPOM Ha Brugada
MpenopbuBa ce BrS aa ce gnarHoctuympa npyv naumeHTn 6e3 Apyro CbpAeyHo 3abonaBaHe U CbC cnoHTaHeH EKI 06pas Tvn 1 no Brugada.

Mpenopbusa ce BrS ga ce agrarHocTULmMpa Npu naureHTn 6e3 apyro cbpaeyHo 3abonsasaHe, kouto ca npexvieeny CA nopagu VF unu
PVT n umat EKI mun 1 no Brugada, uHdyyupaH oT npoBoKaLua ¢ 61oKepy Ha HaTPUeBUTE KaHau UK No Bpeme Ha ¢ebpunurer.

leHeTnuyHO n3cnepBaHe 3a SCN5A reH ce npenopbyBa 3a npobaHam ¢ BrS.
TecTbT C 6r0Kep Ha HaTpMEBMTE KaHanu He ce NpenopbyBa NpK NaLmneHTy ¢ npeflecTsady Tin | o6pas Ha Brugada.

Mpwu BCcUUKM naumneHTn ¢ BrS ce npenopbuBa cnegHoTo:

(@) 36arBaHe Ha NekapcTBa, KOMTO MoOraT fia NpeAn3BUKaT eneBaLma Ha ST-cermeHTa B lecHUTe npekopamnanHu otsexaanus (http:/
www.brugadadrugs.org).

(b)M136ArBaHe Ha KOKaWUH, KAHAOWC U MPEKOMEPEH MPUEM Ha anKoXon.

(c) NeueHmne Ha GebPUANTET C AHTUMMPETUYHM JIEKAPCTBA.

MmnnaHTrpaHe Ha ICD ce npenopbyBa Npu NaumneHTu ¢ BrS, kouto:
(a) ca npexuBenu npekbcHat CA n/unu
(b)/AmaT fOKYMeHTVpaHa CNoHTaHHa NpoabKMUTENnHa VT.

i Il i nln i i
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lMpodwxeHue
He ce npenopbuBa KaTeTbpHa abnauysa npv 6€3cMMNTOMHMW NaLyeHTH ¢ BrS. C
MpenopbKu 3a neyeHue Ha NayneHTn c o6pas/cMHAPOM Ha paHHa penonsapusauna
Mpenopbusa ce ERP ga ce gnarHoctmumpa Kato eneBauma Ha J-Toukata =1 mm B fBe cbCcefiHM JONHW U/unv natepanHu EKI otBexgaHma. C
Mpenopbusa ce ERS aa ce AnarHocTumpa Npu naumeHT, peaHumrpaH ot HeobacHumo VF/PVT npu Hanuune Ha ERP. C

MmnnaHTrpaHeTo Ha ICD ce npenopbyBa Npu nauneHTy ¢ anarHosa ERS, konto ca npexmsenu CA.

MmnnanTupaHreto Ha ICD He ce npenopbysa Npy 6e3cMMNTOMHY NauueHTu ¢ nsonupax ERP. C
MpenopbKM 3a neyeHne Ha NaLMEHTN C KaTexoNlaMUHepruyHa nonumopdHa KamepHa Taxmkapana

MpenopbuBa ce anarHoctuympare Ha CPVT npu Hanmume Ha CTPYKTYPHO HOPMasHo cbpLe, HopmasnHa EKT n nHayumpaHa ot HatoBap- C
BaHe U1 eMouun BynocoyHa unu PVT.

MpenopbyBa ce gnarHoctuumpaHe Ha CPVT npu naumeHTy, KOUTO Ca HOCUTENN Ha MyTaLMA Ha MPUYMHABALLM 3abonABaHe reHu. C
[eHeTUYHO TecTyBaHe 1N reHeTUYHOTO KOHCYNTUPAHE Ca NMoKasaHy Npu NaumneHTy ¢ KIMHUYHO NOAO3PeHre UM KIUHUYHA [MarHosa c
CPVT.

Mpu Bcnukn naumeHtn ¢ CPVT ce npenopbyBa U36ArBaHe Ha CbCTe3aTeNHU CNOPTOBE, U3TOWMUTENIHY HAaTOBapBaHWA 1 U3NlaraHe Ha c
cTpecoBa cpepa.

Beta-6nokepw, B naeanHua ciydan HecenekTMBHMW (HaZoM0M UV MPONPAHOON) Ce MPENOPBbYBAT NPW BCUYKM MALMEHTU C KIVHUYHA c
anarHosa CPVT.

MmnnanTupaHe Ha ICD B KoM6rHauumA ¢ 6eTa-6nokepu n dnexkanHug ce npenopbysa Npu nauvenTy ¢ CPVT cnep npekbeHat CA.

PES He ce npenopbyBa 3a cTpaTudukayms Ha pucka ot BCC.

MpenopbKu 3a neyeHne Ha NauneHTn c Kbe QT cuHapom

MpenopbuBa ce Aa ce noctaBu gnarHo3a SQTS npu Hannume Ha QTc <360 Ms 1 eHO UK NoBeYe OT CliefHMTE: (a) MaToreHHa MyTauus, C
(b) pamunta aHamHesa 3a SQTS, (c) npexuBABaHe Ha env3op Ha VT/VF npv nunca Ha cbpAeyHo 3abonasaHe.

Moka3aHo e reHeTUYHO M3CleABaHe NPKW NauneHTH ¢ AnarHosa SQTS. C
MmnnanTupaHeTto Ha ICD ce npenopbyBa Npyv NauneHTH ¢ gnarHo3a SQTS, kouTo: (a) ca npexmsenn npekbcHat CA u/unm (b) nmat po- C
KYMeHTUPaHa CNoHTaHHa npoab/ikutenHa VT.

PES He ce npenopbuBa 3a cTpaTudukayms Ha pricka ot BCC npu naumeHTy cbe SQTS. C

ﬂpenop‘bxu 3anpeBeHUNA Ha BHe3anHa cbpAeYHa CMBbPT U JiedHeHne Ha KaMepHa apuTMuna no Bpeme Ha 6pemeHHocr

Mo Bpeme Ha 6peMeHHOCT ce NpenopbyBa eNlekTpuyecka KapanoBepcma 3a npogbxutenHa V.

AKO Mo Bpeme Ha 6peMeHHOCT e MoKa3aHo nMnnaHTupaHe Ha ICD, To ce npenopbyBa NPV ONTUMaNHa paanaLyioHHa 3alumTa.
MpenopbuBa ce NpoabKaBaHe Ha 6eTa-6nokeprTe MO BpeMe Ha 6peMeHHOCT 1 cefj paxaaHe npu »keHn ¢ LQTS unmn CPVT.
MpenopbKM 3a cTpaTnduKaLma Ha pucka N NpeBeHLU A Ha BHe3anHaTa CbpAeYyHa CMbPT NPV CNOPTUCT

[pu cnopTUCTY C NONOXNUTENHA MEANLIMHCKA UCTOPUA, NAaToNOrMueH GpusmnkaneH npernes nnv npomeHu B EKT, ce npenopbusat fonbi-
HUTENHW U3CNeABaHNA, BKIOUNTENHO exokapanorpaduma n/vunm CMR 3a noTBbpKAaBaHe (MM M3KoYBaHe) Ha OCHOBHOTO 3abonaBaHe.

I'IpenopbuBa ce cnopTucCTn, AnarHoCcTnynpaHn cbC CbpaeyvyHo-cb40BO 3abonnABaHe, CBbP3aHO CbC BCC, pna 6bpar JieKyBaHU B CbOTBET-
CTBME C HaCcToALWMNTE NPenopbKK 3a 4ONMYCTUMOCT Ha CopTOoBeTe.

MpenopbyBa ce NepcoHanbT Ha CNOPTHUTE CbOpPbKEHUA Ja 6bae 0byueH 3a KMP 1 ynotpeba Ha AED.

AAD, aHTrapuTMnyHo nekapctBo; ACE-1, UHXMOGUTOP Ha aHrMOTEH3UH-KOHBepTMpaLmns eH3nm; AED, aBTomaTryeH BbHLeH aednbpunatop; ARB, aHrnoteHsnH
peuentopHu 6nokepu; ARNIS, aHIMOTEH3NH peLenTopeH HeNPUAN3NHOB UHXM6UTOP; ARVC, apnTMOreHHa AecHOKaMepHa Kapgmomuonatus; ATP, aHTUTa-
XMKapAHo nencmpaxe; AV, aTpnoBeHTpuKynapeH; BBR-VT, 6eapeHa pueHTpu KamepHa Taxukapaus; BrS, cunapom Ha Brugada; CA, cbpaeuen apecT; KAB,
KOpOHapHa apTepuanHa 6onect; KA, kanuunesu aHtaronnctu; BCB, BpoaeHa cbpgeyHa 6onect; CIED, cCbpAeuHr UMNAAHTUPYEMU €NeKTPOHHU YCTPOMNCTBA;
CMR, cbpfeyeH marHuTeH pesoHaHc; KMP, kapgnonynmoHanHa peaHumauua; CPVT, kaTexonamuHepruyHa nonvmopdHa kamepHa Taxvkapaus; CRT, cbpaeyHa
pecuHxpoHusmpaua tepanus; DC, npas Tok; JKMI1, gunatatueHa Kapamomuonatus; EKI, enektpokapauorpama; EF, dpakumns Ha nstnackeaHe; ERP, o6pa3
Ha paHHa penonapwusauus; ERS, cuHapom Ha paHHa penonsapusauusa; XKMIM, xunepTpoduuHa kapgmommonatus; XHAKMI, xunoknHeTnYHa HegunataTuBHa
kapauomuonatus; ICD, umnnaHTupyem Kapanoseptep aepubpunatop; KAB, KopoHapHa apTepuanHa 6onecT; ILR, nMnnaHTMpyemo 3anncBaLio ycTponcTBo;
LCSD, nABa cbpAeyHa cumnatmkoBa AeHepBaums; LGE, kbcHo ragonuumeBo ycunare; LQTS, cungpom Ha yabmxkeH QT nHtepsan; JIK, nasa kamepa; JIKNO,
neBoKamepHa ppakuua Ha n3tnackBaHe; MRA, MUHepankopTrKouaeH peuentopeH aHTaroHucT; NSVT, HenpoabmxkuTenHa kamepHa Taxvkapaus; NYHA, Hio-
NopKcka cbpaeyHa acounaunsa; OHCA, n3sbHbonHMYeH cbpaeyeH apecT; OMT, onTumanHa MeguumHcka Tepanus; PES, nporpamunpaHa enekTpryecka ctumy-
nauus; KEC, kamepHa ekcTpacuctona; PVT, nonumopdHa kamepHa Taxvkapams; RVOT, n3xoaeH TpakT Ha AAacHa kamepa; SADS, ciHApOM Ha BHe3amnHa apuT-
MuyHa cMbpT; BCA, BHe3aneH cbpaeyeH apecT; BCC, BHe3anHa cbpaeyHa cMbpT; BC, BHe3anHa cMbpT; SGLT2, HaTpmneBo-rnioKo3eH Ko-TpaHcnopTtep 2; SHD,
CTPYKTYPHO CbpAeyHo 3abonasaHe; SMVT, npoabmxknTenHa MOHOMopdHa KamepHa Taxukapams; SQT, cuHapom Ha Kbcna QT untepsan; STEMI, nHdapKT Ha
muokappa c ST-enesauua; SVT, HagkamepHa Taxukapausa; VA, kamepHa aputmus; VF, kKamepHo mbxaeHe; VT, KamepHa Taxukapana.

@ Knac Ha npenopbKuTe.

b Hugo Ha gokasatencTaeHocT.

€ TbproBcKM LeHTPOBE, CTAAMOHU, CIIPKI Ha FPAfCKUA TPAHCTOPT, Ka3uHa.
d CnncobkbT He @ n3yepnaTeneH.

€ LOE C 3a VT/KEC ot nieBuTe pacuykynm.

f http://www.crediblemeds.org

9 APUTMIMYEH CUHKOM MM XeMOANHAMIYHO HenoHocrma VA.
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12. KayecTBeHM NnoKa3saTtenu

NHpmkaTopmuTe 3a KauecTBo (Qls) ca MHCTPYMEHTH, KOUTO MoraT
[la ce M3MON3BaT 3a OLleHKa Ha KauyeCcTBOTO Ha FpuXuTe, BKIIO-
UYATENIHO CTPYKTYPHM acnekTu, npouec v pesyntatv OT rpu-
xute.">3 Te ciykaT KaTo MexaHn3bMm 3a nofobpsABaHe Ha Npu-
ObpPXKaHETO KbM NPenopbKuTe Ypes CBbp3aHn MHULMATUBY 3a
nopgobpsABaHe Ha Ka4eCTBOTO U CPaBHUTENEH aHaNN3 Ha FPUKK-
Te Ha gocTtaBumumTe.>411%5 Karto TakaBa, ponsTta Ha Qls 3a nogo-
6pABaHe Ha rpMXNTe 1 pe3ynTaTuTe ce Mpu3HaBa BCe Noseye oT
3[paBHUTE OpraHu, NpodecnoHanHNTe opraHn3aLmu, niaTumuTe
1 obuecteeHocTTa.3

ESC pa3burpa Heo6xoAMMOCTTa OT U3MepBaHe 1 OTUMTaHEe Ha
KauecTBOTO U pe3y/TaTuTe OT CbpAEUYHO-CbAOBUTE TPVXKM U Ca
YyTBBPAUSIV MeTOAM 3a pa3paboTBaHe Ha ESC Qls 3a konnyecTtse-
HO onpepensaHe Ha FPYKNTE 1 U3XOANTE OT CbpLeYHO-CbA0BUTE
3a6onsasaHuA.>3 YcnopegHo ¢ HanncBaHeTo Ha TO3U JOKYMEHT
C MPenopbKM 3a KIIMHNYHA NpakTrKa , 6elle MHULMMpaH npo-
Lec 3a paspaboTBaHe Ha Qls Npu nauneHTn ¢ nnm B puck ot VA
nnn BCC, upes nsnonssaHe Ha metogonoruata Ha ESC n upes cb-
TPYAHUYECTBO C eKcrnepTu B obnactTta 1 EBponelickarta acouuna-
umA 3a cbppaeyeH putbm. Teau Qls, 3aefHo cb cneundrKaymuTe
1 npoueca Ha pa3paboTka, we 6baat NyonnKyBaHM OTAENHO.

13. JlonbAHNTENHN AaHHN

[onbnHUTENHN JaHHWM ca focTbnHU B European Heart Journal
OHAalH.

14. leknapauyuna 3a Hann4yne Ha
AaHHN

He ca reHepupaHn Wnn aHannsnpaHn HOBM AaHHW B NogKpena
Ha TOBa n3cnegBaHe.

15. Unpopmauma 3a aBTopute

ABTOopu/uneHoBe Ha paboTHata rpyna: Marta de Riva,
Cardiology, Leiden University Medical Centre, Leiden,
Netherlands; Bo Gregers Winkel, Cardiology, Rigshospitalet,
Copenhagen, Denmark, European Reference Networks for rare,
low prevalence and complex diseases of the heart, ERN-GUARD
HEART; Elijah R. Behr, Cardiovascular Clinical Academic Group,
Cardiology Section, St George’s, University of London, London,
United Kingdom, Department of Cardiology, St George's
University Hospitals NHS Foundation Trust, London, United
Kingdom, and Cardiology, Mayo Clinic Healthcare, London,
United Kingdom; Nico A. Blom, Paediatric Cardiology, Leiden
University Medical Centre, Leiden, Netherlands, and Paediatric
Cardiology, Amsterdam University Medical Center, Amsterdam,
Netherlands; Philippe Charron, APHP, Centre de Référence
des Maladies Cardiaques Héréditaires ou Rares, Hopital Pitié-
Salpétriere, Paris, France, UMR_S 1166, and ICAN Institute
for Cardiometabolism, and Nutrition, Sorbonne Université,
Paris, France, and European Reference Networks for rare, low
prevalence and complex diseases of the heart, ERN-Guard
HEART, Paris, France; Domenico Corrado, Department of
Cardiac, Thoracic and Vascular Sciences and Public Health,
University of Padova, Padova, Italy; Nikolaos Dagres,
Department of Electrophysiology, Heart Center Leipzig at

University of Leipzig, Leipzig, Germany; Christian de Chillou,
Department of Cardiology, CHRU-Nancy, Nancy, France, and
IADI, INSERM U1254, Université de Lorraine, Nancy, France;
Lars Eckardt, Department of Cardiology Il - Electrophysiology,
University Hospital Miinster, Miinster, Germany; Tim Friede,
Department of Medical Statistics, University Medical Center
Goettingen, Goettingen, Germany, and Partner Site Goettingen,
DZHK (German Center for Cardiovascular Research), Goettingen,
Germany; Kristina H. Haugaa, Department of Cardiology, Oslo
University Hospital, Rikshospitalet, Oslo, Norway, and Faculty
of Medicine, University of Oslo, Oslo, Norway; Méléze Hocini,
Cardiology Department, Liryc Institute, Pessac, France, Hopital
Cardiologique du Haut Lévéque, Pessac, France, and Université
de Bordeaux, Bordeaux, France; Pier D. Lambiase, Institute of
Cardiovascular Science, University College, London, United
Kingdom, Barts Heart Centre, St Bartholomews Hospital, London,
United Kingdom, and Heart, Vascular and Thoracic Institute,
Cleveland Clinic, London, United Kingdom; Eloi Marijon,
Cardiology Department, European Georges Pompidou Hospital,
Paris, France; Jose L. Merino, Arrhythmia and Electrophysiology
Robotic Unit, La Paz University Hospital, Universidad Autonoma,
IdiPaz, Madrid, Spain, Cardiology Department, Hospital Ruber
Juan Bravo, Madrid, Spain, and Cardiac Electrophysiology,
Hospital Viamed Santa Elena, Madrid, Spain; Petr Peichl,
Cardiology Department, IKEM, Prague, Czech Republic; Silvia
G. Priori, Molecular Medicine Department, University of
Pavia, Pavia, Italy, Molecular Cardiology Department, Istituti
Clinici Scientifici Maugeri SpA SB, Pavia, Italy, and Molecular
Cardiology Department, Centro Nacional de Investigaciones
Cardiovasculares Carlos Il (CNIC), Madrid, Spain, European
Reference Networks for rare, low prevalence and complex
diseases of the heart, ERNGUARD HEART; Tobias Reichlin,
Department of Cardiology, Inselspital — University Hospital
Bern, University of Bern, Bern, Switzerland; Jeanette Schulz-
Menger, Cardiology, ECRC, Charité — Universitatsmedizin Berlin,
corporate member of Freie Universitat Berlin and Humboldt-
Universitat zu Berlin, Berlin, Germany, Cardiology, Helios Clinics
Berlin-Buch, Berlin, Germany, and DZHK Partnersite Berlin,
Charité, Berlin, Germany; Christian Sticherling, Department
of Cardiology, University Hospital Basel, University of Basel,
Basel, Switzerland; Stylianos Tzeis, Cardiology Department,
Mitera Hospital, Hygeia Group, Athens, Greece; Axel Verstrael
(Belgium), ESC Patient Forum, Sophia Antipolis, France; and
Maurizio Volterrani, Department of Cardiology, IRCCS San
Raffaele Roma, Rome, Italy, and Professor of Exercise Science
and Medicine, San Raffaele Telematic University of Rome, Rome.

16. MNMpunoxeHne

ESC rpyna 3a Hay4yHU BOKYMEHTHN
BkntouBa peLieH3eHTN Ha AJOKYMEHTU 1 HaLMOHAHN KapAnono-
rmMyHun obulectsa Ha ESC.

PeueH3seHT Ha pokymeHTa: Maja Cikes (CPG Review
Coordinator) (Croatia), Paulus Kirchhof (CPG Review Coordinator)
(Germany), Magdy Abdelhamid (Egypt), Victor Aboyans (France),
Elena Arbelo (Spain), Fernando Arribas (Spain), RiccardoAstegg
iano(ltaly),Cristina Basso (Italy), Axel Bauer (Austria), Emanuele
Bertaglia (Italy), Tor Biering-Sgrensen (Denmark), Carina
Blomstrom-Lundqvist (Sweden), Michael A. Borger (Germany),
Jelena Celutkiené (Lithuania), Bernard Cosyns (Belgium),
Volkmar Falk (Germany), Laurent Fauchier (France), Bulent
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Gorenek (Turkey), Sigrun Halvorsen (Norway), Robert Hatala
(Slovakia), Hein Heidbuchel (Belgium), Stefan Kaab (Germany),
Aleksandra Konradi (Russian Federation), Konstantinos C.
Koskinas (Switzerland), Dipak Kotecha (United Kingdom), Ulf
Landmesser (Germany), Basil S. Lewis (Israel), Ales Linhart (Czech
Republic), Maja-Lisa Lachen (Norway), Lars H. Lund (Sweden),
Andreas Metzner (Germany), Richard Mindham (United
Kingdom), Jens Cosedis Nielsen (Denmark), Tone M. Norekval
(Norway), Monica Patten (Germany), Eva Prescott (Denmark),
Amina Rakisheva (Kazakhstan), Carol Ann Remme (Netherlands),
Ivo Roca-Luque (Spain), Andrea Sarkozy (Belgium), Daniel Scherr
(Austria), Marta Sitges (Spain), Rhian M. Touyz (Canada/United
Kingdom), Nicolas Van Mieghem (Netherlands), Vedran Velagic
(Croatia), Sami Viskin (Israel), andPaulG.AVolders (Netherlands).

HaunoHanHute KapaunonornyHu gpyxecrsa B ESC yyactsa-
NN aKTUBHO B Npoueca Ha lNpenopbku 2022 Ha ESC npu nauneHTn
C KaMepHM apuUTMUN U MPEBEHUUs Ha BHe3anHa CbpaeyHa
CMDBpPT.

Algeria: Algerian Society of Cardiology, Brahim Kichou;
Armenia: Armenian Cardiologists Association, Mihran
Martirosyan; Austria: Austrian Society of Cardiology, Daniel
Scherr; Azerbaijan: Azerbaijan Society of Cardiology, Farid
Aliyev; Belgium: Belgian Society of Cardiology, Rik Willems;
Bosnia and Herzegovina: Association of Cardiologists of
Bosnia and Herzegovina, Nabil Naser; Bulgaria: Bulgarian
Society of Cardiology, Tchavdar Shalganov; Croatia: Croatian
Cardiac Society, Davor Milicic; Cyprus: Cyprus Society of
Cardiology, Theodoros Christophides; Czech Republic: Czech
Society of Cardiology, Josef Kautzner; Denmark: Danish
Society of Cardiology, Jim Hansen; Egypt: Egyptian Society
of Cardiology, Lamyaa Allam; Estonia: Estonian Society of
Cardiology, Priit Kampus; Finland: Finnish Cardiac Society,
JuhaniJunttila; France: French Society of Cardiology, Christophe
Leclercq; Georgia: Georgian Society of Cardiology, Kakhaber
Etsadashvili; Germany: German Cardiac Society, Daniel
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