MPEMOPDBKU HA ESC

European Heart Journal

EUROPEAN doi:10.1093/eurheartj/ehv316
SOCIETY OF
CARDIOLOGY®

NMpenopbku Ha ESC 2015
3a noBefeHne Npu NaLeHT ¢ KaAMepHu apuTMmmnm
N NpeBeHLuMA Ha BHe3arnHa cbpAevyHa CMbpT

Pa6oTHa rpyna Ha EBponeinickoto apy»xecTtBo no Kapauonorusa (European
Society of Cardiology, ESC) no KamepHun aputmunn n npeBeHUNsA Ha BHe3an-
Ha CbpAeYHa CMbpPT

Opob6peHmn oT: AcouymaumvAaTa No eBponencka negmarpuyHa v Bpopge-
Ha Kapauwonorua (Association for European Paediatric and Congenital
Cardiology, AEPC)

ABTopu/uneHoBe: Silvia G. Priori* (Mpepcepaten) (Utanua), Carina Blomstrom-Lundqvist*
(Mpencepnaten) (WBeuyunsa), Andrea Mazzanti** (Utanua), Nico Blom: (Xonangusa), Martin
Borggrefe (fepmanus), John Camm (O6epaunHeHo KpanctBo), Perry Mark Elliott (O6eguHeHo
KpanctBo), Donna Fitzsimons (O6eauHeHo KpancrtBo), Robert Hatala (CnoBakusa), Gerhard
Hindricks (fepmanus), Paulus Kirchhof (O6eguHeHo kpanctBo/lTepmanus), Keld Kjeldsen (Ja-
HuA), Karl-Heinz Kuck (Ffepmanuns), Antonio Hernandez-Madrid (Ucnanuns), Nikolaos Nikolaou
(Mbpunn), Tone M. Norekval (Hopserus), Christian Spaulding (®paHuma) n Dirk J. Van
Veldhuisen (Xonanguna)

EBponeiickuTe npenopbKu ca NpeBeAeHU U ce pa3npoCcTPaHABaT C NOMoLYTa Ha o6pa3oBaTeneH
rpaHT oT [lpy»>kecTBOTO Ha Kapauonosute B bbarapwms.

* ABTOpM 3a KopecnoHgeHuws: Silvia Giuliana Priori, Department of Molecular Medicine University of Pavia, Cardiology & Molecular Cardiology, IRCCS Fondazione Salvatore Maugeri,
Via Salvatore Maugeri 10/10A, IT-27100 Pavia, Italy, Tel: +39 0382 592 040, Fax: +39 0382 592 059, Email: silvia.priori@fsm.it

Carina Blomstrom-Lundqvist, Department of Cardiology, Institution of Medical Science, Uppsala University, SE-751 85 Uppsala, Sweden, Tel: +46 18 611 3113, Fax: +46 18 510 243, Email:
carina.blomstrom.lundqvist@akademiska.se

** Andrea Mazzanti: KoopaunHaTop, 3a Bpb3Ka BUXKTe NpuTypKaTa.
a MpepcTaBnaBaw AcoymaunaTa no eBponecka neanaTpuyHa v BpoaeHa kapguonorus (AEPC).

Apyrn nogpaspaenenusn Ha ESC B3enu yyactue B paspaboTkaTa Ha TO3M JOKYMEHT:

Acoumnaumn: Acute Cardiovascular Care Association (ACCA), European Association of Cardiovascular Imaging (EACVI), European Association of Percutaneous Cardiovascular
Interventions (EAPCI), European Heart Rhythm Association (EHRA), Heart Failure Association (HFA).
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CbAbpKaHMETO Ha Te3un Npenopbku Ha EBponeiickoTo apy»xecTBo no Kapauonorus (European Society of Cardiology, ESC) ce ny6nukyBa camo 3a IMYHO 11 06pa3oBaTeHO Nos3BaHe.
MonsBaHEeTO 1M 3a KOMePCHanHN Lienu He e paspelleHo. HUTo eaHa yacT oT npenopbkuTe Ha ESC He Moxke fla 6bAe NpeBexAaHa 1nn pasMHoxaBaHa nog KakeaTto n fa e popma 6e3
nrcMeHoTo paspelueHne Ha ESC. PaspelueHneTo moxe Aa ce nosyyu upes n3npatiaHe Ha NnucMeHa monba Ao nsgatens Ha European Heart Journal, Oxford University Press, v Ha cTpaHaTa
yMbJIHOMOLLEHa Aa 13[jaBa Tak1Ba paspellenns ot nmeTto Ha ESC.

OTKas oT 0TroBopHOCT: [penopbkuTe Ha ESC npeacTaBAT cTaHoBuMwWwaTa Ha ESC NocTurHat cnefj BHUMAaTeNHO OOMUCIAHE Ha HayuHUTE U MEAVLIMHCKNTE 3HAHUA U JoKa3aTencTea
HaN4YHN KbM MOMEHTA Ha I'Iy6]1VIKyBaHETO M. ESC He Hocm OTrOBOPHOCT B Cﬂyllaﬁl Ha NpoTnBopeyne, HeCbOTBETCTBUE n/vnn AByCMuUcne mexapy I'IpenopbKMTe HaESCwn Apyrn Od)l/l-
LnanHn NpenopbKku NN HaCOKN U3fafeHn OT CbOTBETHUTE OﬁLLLeCTBEHI/I 3[paBHU OpraHn, no-crneynanaHo no OTHOLWeHne Ha no6paTa NpaKThKa B 3jpaBeorna3BaHeTo Uin TepanesTny-
HUTe CTpaTernun. 3ApaBHVITe cneymnanncT ca Hacbp4daBaHu Aa rv B3emat U3uAano npeasuj npu N3roTBAHETO Ha KNIMHWYHATa CU NpeLeHKa, KakTo 1 Npu onpefenaHeTo n npuiaraHeTo
Ha NPEeBaHTVUBHW, ANArHOCTUYHW UNY TePaneBTUYHI MeULIMHCKN cTpaTeruu. MpenopbKuTe obaye He OTMEHAT UHAMBMAYaNHaTa OTFOBOPHOCT Ha 3[ipaBHMTE CNeLnanucTu Aa B3emat
NPaBWITHN ¥ TOYHY PeLLeHNA, CbobpaseHn CbC 3PaBOC/IOBHOTO CbCTOAHME Ha KOHKPETHMA NaLMeHT 1 cnefj 06CbxKAaHe C HEro, a KoraTo € He06XoAMMO 1 C IMLLETO NonaraLo rpyxim 3a
Hero. OTrOBOPHOCT Ha 3[jpaBHUA CELNanunCT e 1 Aa NPOBEPY BCUUKN OGULMANHM NPaBua n MPenopbKU NAN YKa3aHNA Ha KOMNETEHTHUTE O6LIECTBEHM 3PaBH OPraHu, 3a ia MoAXo-
AN KbM BCeKWN OTAEeNeH cnyqal?l cnopej yTBbpAeHUTE HayYHW AaHHU CbOTBETCTBALLN Ha eTUYHUTE U I'IpO¢ECVIOHaJ1HVITe My 3a4bJIKeHnA. OTI’OBOpHOCT Ha 34paBHMA cneynannct e n ga
nposepwu npasunata n Hapen6|/|Te OTHacALWW ce O NeKapcTBaTa U MeANLNHCKUTE N3fenna KbM MOMeHTa Ha TAXHOTO NpeAnnceaHe.
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coupled torsade de pointes) 54 EKI eneKTpoKapavorpama / enekTpokapanorpadcKm
11.  Bb3nanutenHu, peBMaTUyHU 1 KNanHu cbpheyHmn 6onectu...55 EOU eneKTPodU3NONOrMYHO U3cneaBaHe
11.1. Mnokapant 55 KA KaMepHa apuTMmA/n
11.1.1. OcTbp U GYNIMUHAHTEH MUOKAPLAMNT coeereerrrrnreeres 56 KM KamMepHO MbXzeHe
11.1.2.  MwuokappuTt BogeLl Ao Bb3nanutesnHa KT KaMepHa TaxvKapaus/m
kapavomuonarns 56 1166 naB 6eppeH 610K
11.2. Enpokapaut 57 JIK nABa Kamepa / neBokamepeH
11.3. PeBmaTnuHa coppeyHa bonect >7 JIKOU neBokaMepHa ¢pakuma Ha n3TnackBaHe
11.4. Mepukapgut 57 P paky
11.5. CoppeyHa capkongosa 57 mc Munncekyraa
11.6. KnanHa cbppaeyHa 6onect 57 OKC 0CTBP KOPOHAPEH CHAPOM
12.  ApuTMUYEH PUCK NpK N36paHy nonynaumum 58 v MPEACBPAHO MBbXAEHE
12.1. TcuxuaTpmnyHn NauneHTn 58 CH CbPAEHHA HEAOCTATBUHOCT
12.1.1. Enuaemnonorus 58 CH3OU CbpfeyHa HeJOCTaTbUYHOCT CbC 3ana3eHa ¢ppak-
12.1.2. [uarHo3a 59 UnA Ha UsTnackBaHe
12.1.3. Neuenne 59 CHHOU CbpAeYHA HeJOCTAaTbYHOCT C HaMasieHa Pppak-
12.2. HeBponoryyHu naumeHTm 59 LnA Ha U3TnackBaHe
12.2.1. BHe3sanHa HeoB6ACHMMA CMbPT NPY eNUAENCHKA.....59 XKMI XnnepTpoduyHa Kapanommonatrs
12.2.2. HeBPOMYCKYSTHUN 3a00MABAHNA covvvrererrevrnrsersenes 59
12.3. BpemeHHN 61 ACC American College of Cardiology
12.3.1. ApnTMWM HECBBP3aHK C NepunapTanHa ACE AQHTMOTEH3MH-KOHBEPTMPaLL EH3UM
KapgmommonaTtus 61 AGNES Arrhythmia Genetics in the Netherlands
12.3.1.1. Enugemunonorus 61 AHA American Heart Association
12.3.1.2.narHo3a 61 AMIOVIRT AMIOdarone Versus Implantable cardioverter-
12.3.1.3.JleueHne 61 defibrillator: Randomized Trial in patients
12.3.2. ApuTMUN CBBP3aHV C NepunapTanHa with non-ischaemic dilated cardiomyopathy
Kapguomuonatus 62 and asymptomatic non-sustained ventricular
12.4. O6CTPYKTUBHA CbHHA anHes 62 tachycardia
12.4.1. bpaguapuTMnu 1 TaxmaputMmmm 62 ARB aHrnoTeHsuH Il peuenTtopeH 6nokep
12.4.1.1. Envgemunionorus 62 ARVC apuTMOreHHa AeCHOKaMepHa KapavommuonaTus
12.4.1.2. narHo3a 62 AV aTpUO-BEHTPUKYNapeH
12.4.1.3./leyenne 62 AVID Antiarrhythmic drugs Versus Implantable
12.5. JlekapcTBeHun npoapuTMmm 62 Defibrillator
12.5.1. B3aumopeicTBMe nekapcTBO-CybCTPAaT, BrS cuHApOM Ha Brugada
OBJIXKaLLO Ce Ha nofnexalms 6onecteH CAD KOpOHapHa apTepuanHa 6onect
cyberpar - 63 CARE-HF CArdiac REsynchronization — Heart Failure
12.5.2. JleKapCTBEHM B3aUMOAENCTBUA (ObiKalym ce CASH Cardiac Arrest Study Hamburg
Ha crneynduYHN nekapcTea n KOMOMHaLMMK) .....63 CAST Cardiac Arrhythmia Suppression Trial
12.5.3. TpoapuTMUYeH pUCK OT aHTUAPUTMUYHU . .
CAT CArdiomyopathy Trial
nekapcrea 64 CHD BpOAEHa CbppeyHa 6onect
12.5.4. TpoapuTmus, gbKalla ce Ha NPOBOKMpaLLm
dakTopN 64 d WHTepBan Ha A0BEPUTENHOCT
12.6. BHe3anHa ChpieyHa CMbPT ClIe ChpaedHa CIDS Canadian Implantable Defibrillator Study
TpaHcnnaHTauma 64 CMR CbpAEYHO MarHUTHO-PE30HAHCHO n3csefBaHe
12.7. BHe3anHa cbpaeyHa CMbPT NPU CTOPTUCTW . 64 COMPANION Comparisc.)n Qf Medical Therapy, Pacing, and
12.8. CuHAPom Ha Wolff-Parkinson-White ..., 65 Defibrillation in Heart Failure
12.9. MpeBeHLMA Ha BHe3amnHa CbpAeyYHa CMbPT Npu CPG Committee for Practice Guidelines
HanpegHasna Bb3pacT 67 CPVT KaTexofamMnHeprmyHa nonmmopdHa KamepHa
12.10.Bbnpocy B Kpas Ha XXMBOTa 67 Taxvikapana
13. Tpa3HyHKM B fOKa3aTencTaaTa 67 CRT CbpAevHa pecMHXpOoHU3Mpallia Tepanna
14. M3Bofm OT NpenopbKuTe ,KakBo fa NPaBMM U KakBO CRT-D CbpAeYHa PeCHHXPOHN3MpaLLa Tepanus ¢ fedu-
[la He npaBum” 68 6punatop
15.  OHnaiiH NpunoXeHns 69 CRT-P CbpeyHa pecMHXPOoHM3MpaLla Tepanua C nemn-
16. MpuTypka 69 CMelKbp
17. N3TOuHMUM 70 cT KOMMIOTBbpHa Tomorpadus
DEFINITE DEFlbrillators in Non-Ischemic cardiomyopathy
Treatment Evaluation
DFT nedubpunauroHeH npar
DIAMOND Danish Investigators of Arrhythmia and

Mortality oN Dofetilide
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EHRA European Heart Rhythm Association

ESC European Society of Cardiology

GWAS npoy4YBaHe BbpXy Bpb3KaTa B paMKUTE Ha reHo-
Ma (genome-wide association study)

HR koednLMeHT (OTHOLLEHNE) Ha prcKa

i.v. WNHTpaBeHO3eH

ICD UMMNNaHTUpPyeM KapavosepTep aeprbpunatop

ILCOR International Liaison Committee On
Resuscitation

IRIS Immediate Risk stratification Improves Survival

LMNA lamin A/C

LQTS cmHAapom Ha abnrua QT nHTepsan

LQTST cvHApom Ha abnrua QT uHTepsan Tun 1

LQTS2 cvHppom Ha abnrua QT nHTepsan Tmn 2

LQTS3 CUHAPOM Ha abnrua QT uHtepsan Tvn 3

LVOT JIeBOKaMepeH 13xodeH TpakT

MADIT Multicenter Automatic Defibrillator Implantation
Trial

MIRACLE Multicenter InSync Randomized Clinical
Evaluation

MRA MUHEPASIKOPTUKOMAEH peLenTopeH aHTaroHUCT

MUSTT Multicenter UnSustained Tachycardia Trial

NSTEMI MuoKapzeH nHdapkT 6e3 ST-enesauua

NSVT HenpoabMKUTe/IHa KaMepHa Taxmkapaunsa

NYHA New York Heart Association

OPTIC Optimal Pharmacological Therapy In
Cardioverter defibrillator patients

OR KoepuuMeHT (OTHOLLEHMNE) Ha BEPOATHOCTUTE

oT N3XOAEH TPaKT

PRESERVE-EF risk stratification in patients with preserved
ejection fraction

PVC KamepHa ekcTpacucTona

PVS nporpaMmrpaHa kKamepHa cTumynayma

QTc KopurnpaH QT-uHTepBan

RAFT Resynchronization-Defibrillation for
Ambulatory Heart Failure Trial

RCT randomized controlled trial

REVERSE REsynchronization reVErses Remodeling in

Systolic left vEntricular dysfunction
REVERSE MIRACLE ICD Multicenter InSync ICD Randomized Clinical

Evaluation

RR penaTtuBeH puck

RVOT [eCHOKaMepeH NU3XoJeH TPaKT

SA-ECG CUrHanHo-ocpefHeHa EKI (KbcHM noTeHumanm)

SADS CMHAPOM Ha BHe3arnHa puTbMHa CMbPT

SCD-HeFT Sudden Cardiac Death in HEart Failure Trial

SCORE Systematic Coronary Risk Evaluation

SIDS CMHAPOM Ha BHE3amnHa CMbpPT NpY KbpMmayeTa

SMASH-VT Substrate Mapping and Ablation in Sinus
Rhythm to Halt Ventricular Tachycardia

SPECT eVHNYHO-POTOHHA EMUCUOHHA KOMMIOTBbPHA
Tomorpadua

SQTS CUHAPOM Ha Kbcua QT-uHTepBan

STEMI MUoKapaeH UHdapkT ¢ ST-eneBauma

SUDEP BHe3arnHa HeobGACHNMa CMBbPT Npy envnencua

SUDI BHEe3arnHa Heo6sICHNUMa CMBPT NP KbpMaueTa

SUDS CMHAPOM Ha BHe3amnHa Heob6ACHMMA CMBbPT

TdP torsade de pointes

us United States

VTACH Ventricular Tachycardia Ablation in Coronary
Heart Disease

WCD KapanoBepTep aednbpurnatTop-uneTka

WPW Wolff-Parkinson-White

1. MpeancnoBue

B npoueca Ha HanmncBaHeTo VMM MpernopbKuTe NpaBAT 0606-
LieHne 1 oLeHKa Ha BCUYKM CbLeCcTBYBaLUM JaHHU MO AajeHa
Tema C Luen nognomaraHe Ha 3ApaBHUTE CNeLnannucTy Npu ms-
60pa Ha Ha-fjobpuTe CTpaTernm 3a fieyeHne Ha fafeH naunueHT
C KOHKpeTHO 3abonsABaHe, KaTo B3eMaT NpeABuf oTpaKeHneTo
BBPXY KAMHWUYHUA M3XO[, KAaKTO M OTHOLUEHMETO PUCK-Mon3a
Ha KOHKpEeTHWTe [MarHOCTUYHWU WA TepaneBTUYHW MeToAW.
YKasaHuATa 1 npenopbKute TpAbBa Aa NomaraTt Ha 3ApaBHUTE
cneumanuncTy Aa B3emart pelleHmns B exxeiHeBHaTa CU NpaKTuKa.
OKoHYaTeNHUTe peLlleHnA Mo OTHOLIEHME Ha KOHKPeTHWA na-
LMeHT obaue TpAGBa Aa ce B3emaT OT NeKyBalLMA cneynanmucT
(eknn) cnepn o6CcbXKaaHe C naumneHTa u, ako e Heobxoanmo, € Nn-
LieTo Nnosiarallo rpuKm 3a Hero.

B nocnegHuTte rognHmn 6axa nspaboteHu ronam 6poi npeno-
pbKu oT EBponeiickoTo Apy»KecTBo no kapamnonorusa (European
Society of Cardiology, ESC), KakTo v OT Apyru fpy»ecTBa 1 opra-
Hu3auun. NMopaan 3HaueHMEeTO Ha NPENOPbKUTE 3a KNMHUYHATA
npakTrKa, 6Axa yTBbpAeHN KaueCTBEHM KpuTepuu 3a pa3paboT-
KaTa MM, KOUTO MMaT 3a Lien BCUYKM peLleHra Aa 6baaT npo3pau-
HY 3a NoTpebutens. YkazaHuATa 3a GopmynupaHe n ny6nvkysa-
He Ha npenopbku Ha ESC morat faa 6baat HamepeHu B yebcanTa
Ha ESC  (http:/www.escardio.org/Guidelines-&-Education/
Clinical-Practice-Guidelines/Guidelines-development/Writing-
ESC-Guidelines). NMpenopbkute Ha ESC npeacTaBat opuymanHa-
Ta no3nuyma Ha ESC no fapeHa Tema 1 ce akTyanmsupat pefoBHO.

YneHoBeTe Ha PaboTHaTa rpyna ce nogb6upat ot ESC, Taka
Yye fa npepfcTaBnABaT NPodecMoHanncTUTe, yyacTealim B me-
AVNUMHCKN TPUXKM 3@ MauMeHTV CbC CbOTBETHaTa MaTonorus.
MN36paHnTe ekcnepTn B ob6nacTTa M3BBPLUBAT LANOCTEH Mpe-
rnef Ha nNyonukKyBaHUTE JaHHW 3a MeAULMHCKOTO MoBefeHue
(BKNIOUMTENIHO AMArHOCTUKA, NeyeHre, NpeeeHUMa u pexabu-
nnTauma) Npu JageHo CbCTOAHME B CbOTBETCTBUE C MONUTUKA-
Ta Ha KomuTeTa 3a npaktnyeckun npenopbvku (CPG) Ha ESC. Te
NPaBAT KPUTUYHA OLEHKa Ha AMArHOCTUYHMTE U TepaneBTuY-
HWTe npoLeaypu, BKIIIOUUTENHO Ha OTHOLIEHNETO PUCK-MON3a.
Mpw Hanuune Ha fJaHHU Ce BKJTIOYBA 1 KONMYECTBEHA OLieHKa Ha
OYaKBaHMA KANHWUYEH 13Xof B Mo-ronemu nonynauun. Husoto
Ha [JOKa3aTeNCTBEHOCT 1 KNAaCbT Ha NMPernopbKUTe 3a KOHKPETHN
TepaneBTUYHM NOAXOAM Ce NoAnaraT Ha KonMyecTBeHa oLeHKa
N ce CTeneHyBaT CbrnacHo npeaedrHMpPaHn CKanu, KakTo e no-
coueHo B Tabauyu 1 n 2.

ExcnepTtuTte oT paboTHaTa rpyna v peLeH3eHTuTe npefocTa-
BAT AeKnapaumm 3a UHTepecK, OTHACALLM Ce A0 BCUUYKU Bb3MOX-
HV B3aUMOOTHOLLEHUA, KOUTO Brxa Mornu Aa 6baaT Bb3npueTn
KaTo MOTeHLManeH N3TOYHNK Ha KOHONUKT Ha MHTepecn. Tesun
Aeknapauum ce cbbupat B efuH paiin 1 moraT fa 6baaT Hame-
peHun B yebcanTta Ha ESC (http://www.escardio.org/guidelines).
Bcaka npomsAHa, Bb3HMKHaNa B NpoLieca Ha CbCTaBAHE Ha npe-
nopbkuTe TpAbBa faa 6bae cbobuieHa Ha ESC n gobaseHa B fe-
KnapauuAaTa 3a nHTepecu. PaboTHata rpyna ce ¢puHaHcmpa us-
uano ot ESC, 6e3 kKakBoTO 1 fia 6uno yyacTie Ha MeauuMHCKaTa
NHAYCTPpYA.

CPG Ha ESC pbkoBogn 1 KoopAuMHMpa MOArOTOBKAaTa Ha
HOBW Mpenopbky 1M3paboTBaHM OT PabOTHM FPynu, eKCnepTHN
rpynu UV KOHCEHCYCHU eKnnu. KoMuTeTbT OTroBapsa 1 3a npo-
Leca Ha ogobpAaBaHe Ha Te3n NpenopbKu. Npenopbkute Ha ESC
ce nognarat Ha obcToeH npernen ot CPG 1 BbHLLHN eKcnepTu.
Cnep CbOTBETHM KOpeKLUU Npenopbkute ce opobpsAsaT oT
BCUYKM eKCMepTu yyacTBalym B paboTHaTa rpyna. OKoHuaTenHu-
AT AOKYMEHT nofnexu Ha ogobpeHune ot CPG 3a nybnvKyBaHe
B European Heart Journal. MpenopbkuTe ce paspaboTsat cneq,
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Ta6nuua 1: KnacoBe Ha npenopbKuTte

KnacoBe Ha
npenopbKuTe

JeduHnuma

Mpenopbku 3a ynotpeda

BHMUMaATENHO C'b06p33ﬂBaHe C Hay4yHUTE N MegUUVNHCKN 3HaHUA
N HAIMYHNTE KbM MOMEHTa Ha AaTUPAHETO M JOKa3aTesNCTBa.
3apjavaTta 3a paspaboTka Ha npenopbku Ha ESC BknouBa
He CaMO MHTerpauna Ha Hal-HOBUTE Hay4HN OaHHW, HO Cblo
1 Cb3faBaHe Ha 06pa30BaTENHY VHCTPYMEHTM 1 NPOrpammn 3a
BHeApsBaHe Ha npenopbyaHute mepku. C Lies onon3oTBopsBa-
He Ha YKa3aHWATa ce NpaBAT CUHTE3NPaHN A)K06HI/I BepCcnn Ha
npenopbKUTe, 0606LaBaliM cnangoBe, Gpowypy ¢ OCHOBHU
nocnaHuns, 0606LaBaLM KapTy 3a HECMELNANNCTA U efIEKTPOH-
Ha BepcuA 3a JUINTaSTHW NPUNOXKeHNA (CMapTPOHU 1 T.H.). Tesn
BEPCUM Ca CbKPATEHU 1 MO Ta3un MPUYKHA, aKo e HeO0OXoAMMO,
TpsA6Ba BUHArM Aa ce MpaBu CrpaBKa B MbJIHUA TEKCT, KOWTO e
cB0o60AHO [OCTbMNEH B yebcalnTa Ha ESC. HauroHanHmTe gpyxe-
cTBa uneHoBe Ha ESC ce HacbpuaBaTt ga ofobpAT, npesenar u
npunaraT BCUYKM npenopbku Ha ESC. Heobxoanmu ca nporpa-
MM 3a ofobpsBaHe, 3al0TO KaKTo 6elle oKa3aHO, KIMHUYHUAT
n3xop oT 6onecTTa MoXe [la ce NoBausie 61aronpPUATHO OT LA-
JIOCTHOTO NMpUnoXeHne Ha KIIMHNYHNTE NPpenopPbKn.
Heobxonnmmn ca obcnefiBaHvA U PerncTpu, KOMTo a no-
TBbPAAT, Ye peasiHaTa exefHEeBHa MPAKTMKA CbOTBETCTBA Ha
YKa3aHMATa B NPENOPbKUTE, KaTo NO TO3M HaUMH Ce 3aTBapA Uun-

Ta6bnuua 2: HuBa Ha fOKa3aTeNCTBEHOCT

[laHHW, NONYyYeHN OT MHOTO6POIHN
PaHAOMMW3NPAHU KNVHUYHU N3NUTBA-
HWA UNK MeTa-aHann3u.

HwuBo Ha fokaszaTten-
CTBEHOCT A

[laHHW, NoNyYeHU OT eANHUYHO
PaHAOMM3NPAHO KNVHWNYHO N3MNT-
BaHe W/ rofleMn HepaHAOMU3MPaHN
npoyyBaHus.

HwuBo Ha goka3sarten-
cTBeHOCT B

KoHceHcyc Ha eKcnepTHW MHeHWsA 1/
VAW ManKu NpoyyBaHus, peTpocnek-
TUBHV MPOYYBAHWSA, PEFNCTPU.

HuBo Ha gokasaten-
ctBeHocT C

KbJTbT MeXIY KIMHUYHO NPOYyYBaHe, HaMCBaHe Ha NPenopbKy,
pa3npocTpaHeHne 1 NPUNOXKEHNE B KIMHMUYHATA NpakTuKka Ha
Te3n NPenopbKU.

3ppaBHUTE CNeLmnanmncTy ca HaCbpyaBaHy ia B3eMaT U3LANo
npensug npenopbkute Ha ESC npu n3roTBAHETO Ha KNMHWYHA-
Ta CY NpeLeHKa, KaKTo 1 Npy onpefenaHeTo U NpunaraHeTo Ha
NpPeBaHTVBHU, ANArHOCTUYHW UK TepaneBTUYHN MEAULMHCKIN
cTpateruu. MNpenopbkute Ha ESC obaue He OTMEHAT MHAVBU-
flyanHata OTFOBOPHOCT Ha 34paBHUTE crieunanncT Aa B3emat
MPaBWIHUN V1 TOYHW peLleHrs, CbobpaseHy CbC 34PaBOC/IOBHOTO
CbCTOAHVE HAa KOHKPETHVA NaLMeHT 1 cnef o6cbKaaHe ¢ nauu-
€HTa U/Unun Npu Hy>KAa NMLEeTO, KOeTo ce rpuKn 3a Hero. OTro-
BOPHOCT Ha 3[paBHUA CNeuuanucT e 1 Aa NpoBepu npasunata
N HapepbuTte, OTHaCcAWM ce A0 JleKapcTBaTa U MeAULMHCKUTE
n3genva KbM MOMEHTa Ha TAXHOTO NpeanuceaHe.

2. YBop

HacTtoawmaT foKyMeHT 6elle 3aMUCIeH KaTo eBponencka ak-
Tyanu3auusa Ha MpenopbKute 3a NoBefeHve NPU NaLMeHTH C
KamepHu aputmMun (KA) 1 NnpeBeHLMA Ha BHe3anHaTta CbpaeyHa
cmbpT (BCC) Ha American College of Cardiology (ACC)/American
Heart Association (AHA)/ESC ot 2006 r. [American College of
Cardiology/American Heart Association/ESC 2006 Guidelines for
management of patients with ventricular arrhythmias and the
prevention of sudden cardiac death].! B ceetnnHaTa Ha cbBCEM
HOBUTE KOHCEHCYCHU BOKYMEHTV BbPXY NMOAXOAUTE MPU Naum-
eHTU ¢ KA, Ny6nnKyBaHu OT OCHOBHUTE MeXAYHapOaHW PUTMO-
NIOTUYHY JPYKECTBA, >3 KOMUTETBT 3a Npenopbku Ha ESC pewwn
a GOKycupa CbAbPKAHMETO Ha HACTOALMA AOKYMEHT BbpXY
npeBeHumaTa Ha BCC. Ta3m akTyanvsauus e HaBpeMeHHa npeg-
BUJ HOBUTE OTKPWTWS B 0611acTTa Ha ecTecTBeHaTa eBOJIoLMsA
Ha 6onecTute, npegpasnonarawm Kbm BCC, 1 3aBbpLIBAHETO
Ha rofiemy NpoyYBaHWs, KOUTO BAWAAT BbpXY CTpaTeErnmTe Ha
nosefeHWe Mpu cbpfeyHa HepgocTaTbyHOCT (CH) BKAlouBalwy
NeKapCTBEHU 1 UHCTPYMEHTANIHV METOAM Ha NleueHue.
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2.1. CTpyKTypa Ha npenopbKute

[loKyMeHTBT e pa3fesfieH Ha YacTu, KOUTO NOKpMBaT cneunduy-
HY Temn. Cxemarta 3a OLleHKa Ha pUCKa 1 NpeasiaraHoTo fleyeHne
TpsA6Ba Aa 6bAaT cbobpaseHn C NpuapyKasawmTe 3abonssa-
HWA, OrPaHNYEHNETO Ha OYakBaHaTa MPEXUBAEMOCT, OTpaxe-
HMEeTO BbPXY HAuVHa Ha XMBOT U Apyru 06CToATeNCTBa.

B xopa Ha moAroToBKaTa Ha HacTosLLaTa akTyanmsaumsa Ko-
MUTETBT Mperiefa Hal-HOBMTE MPENOPbKM MO BCAKA Tema U
CbOTBETHO MPOMEHU Kfaca W/UAM HUBOTO Ha MPernopbKuTe,
B3eMaliku npeaBuA Aanv HOBY pe3ynTaTy OT paHAOMU3UPAH
M3NUTBAHWSA, MeTa-aHaNV3y UKW KIIMHUYHY JaHHWU Hanarat npo-
MeHu. CrneymnanHo BHUMaHMe belle OTAeNeHo Ha Cna3BaHEeTo Ha
nocnefoBaTenHOCT Npu ynotpebata Ha U3pasu, CBbP3aHu CbC
cbliecTByBaWuMTe Npenopbku. MoHaKora obauve 6axa npaBeHM
NMPOMEHM B M3MOM3BaHWA €3UK C LieN HAKOW OT OpUTMHANHUTE
npenopbKy Ja CTaHaT No-pasbrpaemu 1 TOUHN.

KomMuTeTbT 6elle CbCTaBeH OT IeKapyi M CbOTBETHU 34 PaBHM
crneymnanmcTu, KouTo ca ekcneptun no Temute BCC n npeBeHumA-
Ta Iy KOMMNeKcHN KA, HTepBeHUMOHaNHa enekTpodusmonorus,
KopoHapHa apTepuanHa 6onect (CAD), CH n kapamommonaTtus,
[JeTcKa Kapauonorua v aputMuM, MHCTPYMeHTanHa Tepanus,
CbPAEYHO-CHAOBU FPUXKN, CbPAeYHO-CbA0BA FreHeTMKa U Meau-
LUMHCKW rpvkn. EKcnepTrTe B pa3nuyHn TeCHW KapAnOnorniHy
crneumanHocTy 6sxa NnoabpaHn ¢ NoMoLLTa Ha CPOAHN PAbOTHM
rpynu Ha ESC.

Bcrukuy uneHoBe Ha KOMUTETA, y4acTBaNv B HAMUCBAHETO Ha
TEKCTa, ofobprixa ykasaHuaTa fageHn B npenopbkute. Cefem-

Ta6nuua 3: [JedpurHULM HA YeCTO N3NON3BaHN TEPMUHM

LeceT 1 YeTUpKU U3TbKHATW PeLeH3eHTU Nperneaxa JOKYMEH-
Ta. belwe HanpaBeH NofpobeH Npernes Ha NMTepaTypara, KONTo
foBefe [0 n3non3saHe Ha 810 nuTepaTypHU M3TOYHKKaA. MNpe-
rnefaHunTe ykasaHuAa OTHOCHO npeseHuuATa Ha BCC ca papeHn
8 OHnatiH mabnuya 13713

3. AedunHununun, enugemumnonorua
n 6baewm NnepcnekTnBm
3a NpeBeHLA Ha BHe3anHarta
CbpAeYHa CMbpT

M3non3ssaHuTe geduHMLMN 3a BHe3anHa CMbPT, MpeKbCcHaT
CbpAeYeH apecT, MAMOMATMYHO KamepHO MbxKaeHe (KM) u 3a
npeBeHLMATa Ha BHe3arnHaTa CMbpT ca AageHu B Tabauya 3.

3.1. Enngemunonornsa Ha BHe3anHara
cbpAevyHa CMbpPT

Mpe3 nocnegHute 20 roauHN CbpAeYHO-CbOBaTa CMbPTHOCT
e Hamansana B CTpaHuTe ¢ rofiemu JOXoan'® B pesyntart Ha Bb3-
npremMaHeTo Ha NpPeBaHTVBHM MEPKY 3a HaManAaBaHe Ha OTHO-
cutenHata TexecT Ha CAD n CH. Bbnpekun Te3un okypakuTenHu
pe3ynTatu, CbpAeYHO-CbLOBMTE HonecTy ca OTrOBOPHY 3a 65u-
30 17 MUIMOHa CMBPTHY C/lyyasd BCAKa rofMHa B LennA CBAT,

TepmuH AedunHuyna N3r?

HeTpaBmaTnuHO, HeoUaKkBaHO paTanHoO CbOMTME HACTBMBALLO 0 1 YaC OT HAYaNIOTO Ha CUMNTOMATMKATa NPW BUAMMO 34pa-

BHe3anHa BO Nuue. 1

CMBPT AKO He e Masio CBUAETENN Ha CMbPTTA, AedUHMUMATA e BanvAHa, KoraTo »kepTBaTa e 6vna B Lo6po 34paBe 24 yaca npeau
cbbuTneTo.

SUDS u SUDI BHe3anHa cMbpT 6€3 BuAMMa NpUUMHa, NPU KOATO HE € U3BbPLLEHA ayToNCKA, Npy Bb3pacTeH (SUDS) nnv npu kbpmaye Ha 14
Bb3pacT <1 roguxa (SUDI).
TepMUHBT Ce N3NON3Ba, KOraTo:

BCC (BHe3an- « [puxrBe e 61NO N3BECTHO HaNlMUMe Ha BPOAEHO W NPUACOUTO, MOTEHLMANHO dpaTanHO CbpAeYHO cbcTosHNe; U 114

Ha CbpAeyHa + AyToncusATa nokassa CbpAeyHa UM CbA0Ba aHOMaNMA KaTo BEPOATHA NpUUMHa 3a cbbutreTo; U ’15 !

CMBPT) « Cwu3cneaBaHe NOCT MOPTEM He Ca YCTaHOBEHW BUAMY eKCTpaKapAuanHy MPUYNHK, NOpajmn KoeTo BeposATHa NpUYmHa 3a

CMDBPTTa € apuUTMMA.

SADS 1 SIDS 1 ayTONCNOHHNWTE, 1 TOKCUKONOTNYHITE U3CNIeBaHNA He Ca KaTeropuyHM, CbpLeTo e CTPYKTYPHO HOPMaJsTHO MPU Makpo- 16
CKOMCKO Y XUCTONMOTMMYHO U3CNeABAHE Y HECHPAEUHUTE MPUYMHM Ca U3KIIUeHW Npu Bb3pacTHY (SADS) n kbpmaueTa (SIDS).

MpekbcHaT .

P HeouakBaH LMpKynaTopeH apecT HacTbnBaly A0 1 4ac OT HaYaNoTo Ha OCTPa CUNTOMATUKA, KOWTO € NPeOAONAH C yCreLwHn

apECT pecycumTaLMoHHN MeponpuaTya (Hanp. Aeprbprnayms).

ManonatnyHo 17

KaMepHO KnvHuyHuTE N3cneaBaHus ca HEraTUBHU NPU NALMEHT NPEXMBAN €NM304 Ha KAMEPHO MbXAeHe. 18’

MbXAeHe

MbpBKYHa

npeseHLIA Tepanuu 3a HamansaBaHe Ha pucka ot BCC npu nmua ¢ nosuweH puck ot BCC, KOMTO BCe oLle He ca NpeTbpneny npekbcHaT

Hs BCC CbpAEYEH apecT UM KMBOTO3acTpaLLaBaLLM apUTMIN.

BropunuHa

e Tepanuu 3a HamanABaHe Ha pucka ot BCC npu naureHTn, KOMTO Beye ca NpeTbpreny NpekbCHaT CbpAeyeH apecT nnm 1
KMBOTO-3acTpaLlaBaLim aputMum.

Ha BCC P tnap

SADS = sudden arrhythmic death syndrome (cuHppom Ha BHe3anHa puTbmMHa cmbpT); BCC = BHe3anHa cbppeyHa cmbpT (sudden cardiac death); SIDS =
sudden infant death syndrome (cuHpapom Ha BHe3anHa cMbpT npu Kbpmaveta); SUDI = sudden unexplained death in infancy (BHe3anHa HeobACHNMa cMbPT
npu kbpmayeta) SUDS = sudden unexplained death syndrome (cvHApOM Ha BHe3anHa HeO6ACHUMA CMBPT).

2 Y3TouHMLN.
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oKono 25% npoueHTta oT kouTto ca BCC.2° Puckst ot BCC e no-
BMCOK MPY MbXKe, OTKONIKOTO MPU XeHW, N HapacTBa C Bb3pac-
TTa, Nopaawn Bucokata yectota Ha CAD B no-HanpegHana Bb3-
pact.?! B cboTBeTCTBYE C TOBA, M3UMCNeHaTa YectoTa Ha BCC e
ot 1.40 Ha 100 000 aywwm rogmiHo [95% poBeputeneH nHTepsan
(confidence interval, Cl) 0.95, 1.98] npw eHu Jo 6.68 Ha 100 000
aywm roaniiHo (95% Cl 6.24, 7.14) npu mbxe.?' BCC npu no-mna-
I Xopa e € usymcneHa yectota 0.46-3.7 cvbuTtna Ha 100 000
JyWn roauiuHo,?>23 KoeTo no rpy6m U3uncieHns CboTBETCTBA
Ha 1100-9000 cMmbpTHYK cniyyas B EBpona n 800-6200 CMbpTHU
cnyyas roguwno 8 CALLL%

3.1.1. MpruvHM 3a BHe3anHa cCbpAe4YHa CMbPT
B pa3finyHN Bb3pPacTOBU rpynu

CbppeyHute 6onectn, cebp3anHm ¢ BCC, ce pasnunuaBat npwu
MAagn cnpsamo ctapu xopa. Mpu mnagn npeobnagaBat KaHano-
natun n Kapguomuonatum (OHaadH ma6auya 2),>2>-*8 muokap-
OUTK 1 3noynoTpeba ¢ BelwecTsa,* JoKaTo cpef no-Bb3pacT-
HUTe npeobnagaBaT XPOHUYHN aereHepatnsHu 6onectn (CAD,
KnanHu cbpaeyHn 6onectu n CH). Hakonko npepmnssmKatencTea
3aTpyAHABaT naeHTndUKaumaTa Ha npmymHata 3a BCC n B aBeTe
BbH3PacTOBM rPynu: NO-Bb3PaCcTHUTE MOTbPMNEBLUN, HaNpUMep,
MOraT Aa CTPajaT OT HAKONIKO XPOHUYHU CbpPLEYHO-CbAOBM
CbCTOAHNMA, Taka Ye CTaBa TPYAHO [ia Cce onpeaenu Koe oT TAX e
ponpuHecno Han-mHoro 3a BCC. Mpu no-mnaam nuua npuynHa-
Ta 3a BCC moxe fja ocTaHe criekynaTuBHa Jaxe v cief ayToncus,
3al0TO CbCTOAHNA, NMULIEHN OT CTPYKTYPHM NPOMEHU, KaTo Ha-
CNefCTBEHN KaHanonatuy Uan NekapcTBeHW apuUTMIMK, ca enu-
[EeMVONIOTMYHO Bb3MOXHM B Ta3u Bb3pacToBa rpyna.

3.2. Aytoncua n moneKkynapHa aytoncmsa
npu XXepTBN Ha BHe3amnHa cbpaeyHa
CMbpT

NoeHTndrkaymaTta Ha npuymHaTa 3a HeoyakBaHa CMbPT AaBa
Ha CeMeNCTBOTO YaCTMYHO pa3brpaHe 1 OCMUCNIAHE Ha HeoYaK-
BaHaTa Tpareams, KOeTo yfiecHsBa npoLleca Ha cnpaBsAHe C Hesl
1 No3BosABa fa ce pasbepe Aanu pUCKbT OT BHe3arnHa CMbpT
obxBalla YneHoBe Ha GamunusTa. B To3n cMUCbn n3rnexxaa pas-
YMHO BCUYKM XKepPTBM Ha BHe3anHa CMbPT Ja 6bAaT NOANOXKEHN
Ha MOCIeCMbPTHO eKCNepTHO U3ceABaHe Aanu npuymnHaTa nva
cbpaeyeH npounsxod. Bonpekn ye CAD e oTroBopHa 3a ronsam
MPOLEHT OT CllyyanTe Ha BHe3anHa CMbpT, 0cobeHOo npu nuua
>40 roauHu, TpAbBa Ja ce MMaT NpeaBus U APYrv NPpUYnHY,
BK/IOUNTESIHO FEHETUYHY HapyLUeHWUsA, KOUTO 3acAraT LenocTTa
Ha CbpAeYHUA MYCKyn (BUXKTe pasgen 7) unu enekTpuyeckarta
My dyHKUMA (BUXKTe pasgen 8). BuHary korato npv nounHano
nvue ce nageHTndrumpa HacneacTeeHa 605ecT, poAHNHUTE Ha
»KepTBaTa mMorart [ja ca C MOBULUEH PUCK OT 3acAraHe 1 Ja nouu-
HaT BHE3arHo, ako He ce MOCTaBU CBOEBPEMEHHaA inarHo3a u He
ce B3emaT NpeBaHTVBHY MePKU.

3a anoct, fopw cnief U3BbpLUBaHe Ha ayToncus, N3BecTHa
YacT OT CJlyyauTe Ha BHe3anHa CMbPT, Bapupalla mexay 2 u
54%,*® ocTtaBat HeobacHeHU (OHaalH mabnuya 2): TO3n WNPOK
OMana3oH OT CTOMHOCTM Ce AbJIKM Hal-BEpPOATHO Ha XeTepo-
reHHOCTTa Ha ayToncnoHHUTe npoTokonu. C uen BbBeXaaHe Ha
obLoBanvaeH cTaHdapTeH NPOTOKON 3a ayToncua 6saxa paspa-
60TeHN cneymnanHn NPenopbKX onpegenal NpoToKonmTe 3a
n3creBaHe Ha CbpLETO 1 B3eMaHe Ha XMCTONoryeH MaTepuan,
KaKTO 1 33 TOKCVKOMIOTUYHU 11 MOSIEKYAPHY n3cnegsaHms.!”>0
KaTto usano, npaBunHo npoBeaeHaTa aytoncua Tpabsa da fage
OTroBOPW Ha ciiefHUTe BbNpocK: (i) 4ann cMbpTTa ce AbMXN Ha

MokasaHusa 3a ayToncua n moJsieKyndapHa ayToncua npu
XKepTBU Ha BHe3alHa CMDbpPT

Mpenopbku Knac® | Hueo® N3t

AyToncua ce npenopbyBa 3a U3-
cnefiBaHe Ha NPUYMHUTE 33 BHe-
3anHa CMbPT U 3a onpegensiHe
fann BCC ce pbimkn Ha PUTBbMHU
WU HEPUTBMHY MeXaHn3Mm (Hanp.
pynTypa Ha aopTHa aHeBpX3Ma).

Mpu ayToncms BrHarm ce npeno-
pbyBa CTaHAAPTHO XWUCTONOMUYHO
M3CnefBaHe Ha CbPLETO, KOETO
TpAbBa Aa BKOYBa Kaptorpadu-
paHn o6o3HauyeHn 6foKueTa Mu-
oKapp, B3eTW OT NpefCcTaBUTENHN
HanpeuyHn cpe3oBe OT [BeTe Ka-
mepu.

AHanu3 Ha KPbB 1 APy NPaBUIHO
B3€TU TeSIeCHN TEYHOCTY 33 TOKCU-
KONOTUA 1 MOJEKYNIAPHa NnaTosno-
rMs Ce npernopbuBa MpW BCUYKM
KEPTBM Ha HEOBACHMMA BHE3anHa
CMBPT.

HacoueH nocnecmbpTeH reHeTtu-

YeH aHanM3 Ha noTeHuUWanHo 60-
NecToTBOPHM reHn TpAbsa fa ce

VIMa npeasuAa Npu BCUYKK KepTBu lla
Ha BHe3arnHa CMbpT, Npu KOUTO ce
noposupa crneuudryHa KaHanona-

TUA NN KapaMoMUonaTus.

17,50,
51

2Knac Ha npenopbKuTe.

"HnBO Ha JOKa3aTeNCTBEHOCT.
U3TOUHMK(LUM) MOAKPEeNALLY (M) NpenopbKuTe.
BCC = BHe3anHa cbpAeyHa CMbPT.

cbpheyHa 6onecT, (i) ecTecTBOTO Ha CcbpheyHaTa bonect (ako
nMa TakaBa), (iii) fann mexaHnU3mbT Ha CMbPTTa e apuTmua, (iv)
Janv Ma JaHHM 3a CbpAeyHa 6onecT, KOATO MoXe fa ce npepa-
Ba MO HacneACTBO, NOPaAY KOETO Ce Halara CKPUHUHT Y KOHCY -
TUpaHe Ha POAHMHUTE 1 (V) Bb3MOXHa yrnoTpeba Ha TOKCUUYHO
nnun 3abpaHeHo fekapCTBEHO CPEACTBO UNW APYrv NPUYNHM 3a
HeecTeCTBeHa CMbPT.

CTaHAapTHOTO XUCTONOMMYHO U3C/eflBaHe Ha CbpueTo
TpAbBa Aa BKOYBa 060O3HaueHW KapTorpadupaHu 6nokyeta
MUOKapZ OT NpeAcTaBUTENTHU HaNpeyHn cpe3oBe OT ABeTe Ka-
mepw. MaTono3uTte TpAbBa Aa 6bAaT HaCbpyeHW fa ce CBbp3BaT
CbC Cneuranu3mpaHn LeHTpoBe 1 Aa 13npaLaTt B TAX CbpLETo
3a n3cnepBaHe. MNatonorst TpA6GBa Aa Hanpasyu CTaHJAPTHO Ma-
KPOCKOMCKO M3cnefiBaHe Ha CbpLeTOo, BKIIIUMTENHO HanpeyHa
anukanHa cekUua 1 Ja B3eMe TbKaHW, KpbB 1 APYr TEYHOCTM 3a
TOKCMKOJIOTMYHO U MONEKYAPHO n3cnefBaHe, npean rkcupa-
He Ha cbpueTo BbB popmanuH. OcBeH TOBa ce NpenopbyBa Cb-
6upaHe 1 CbxpaHeHre Ha 61MoNorMYHN NPobu 3a N3BNIMYAHE Ha
OHK ¢ uen n3sbpLliBaHe Ha ,monekynapHa” aytoncus.”” Mone-
Ky/niAipHaTa ayTonCuA e BaXXHO AOMbJIHEHME KbM CTaHAapTHaTa
ayToncua, Tbil KaTo TA NO3BOMABA MOCT-MOPTEM iNArHO3a 3a Ha-
SIMYme Ha CbpAeYHM KaHanonaTum, KOUTo Morat ja 06AacHAT 15—
25% OT cnyyvanTe Ha CUHAPOMa Ha pUTbMHa cMbpT (arrhythmic
death syndrome, SADS)."” CroiHOCTTa Ha MOCT-MOPTEM AW-
arHosata npwu xeptBa Ha BCC ce cbabpxa B paslimpaBaHe Ha
o6xBaTa Ha reHeTUYHUA CKPUHWHT C BKJIOUBaHe Ha YneHoBeTe
Ha CeMEeNCTBOTO Ha »kepTBu Ha SADS nnn cMHAPOM Ha BHe3anHa
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CMBPT Npy KbpmayeTa (sudden infant death syndrome, SIDS).
CKOPOLLEH eKCrepTeH KOHCEHCYC BbPXY AMArHocTrkaTa u nog-
Xofa Npu HaCNeACTBEHN apUTMIMM NPENOPbYBA NP KEePTBU Ha
BCC, korato ce nofo3npa Hannume Ha KaHanonatus, fa ce nma
npenBua HacoyeHa MOMeKynspHa ayTomncusa/nocT-MopTeM re-
HeTUYHO TecTyBaHe. ABTopuUTe ofobpsABaT Ta3n NpPenopbKa U
HacouBaT 3aVHTEPECYBAHUTE YMTATENN KbM Hall-HOBMA KOHCEH-
CyCeH OKYMEHT Mo Ta3u Tema.' 452

3.3. lNpepckasBaHe Ha pyUCKa OT BHe3anHa
cbpAeYHa CMbpPT

MpepnckasBaHeTo Ha BCC e dpunocopckm kKambK Ha apuUTMONOri-
ATa, @ ONUTUTE 3a HaMMpPaHe Ha HageXAHW nHankatopy 3a BCC
ca nopoavan efHo OT Hal-aKTVMBHWTE MoneTa Ha Npoy4yBaHe B
apuTMororusTa npes nocneaHuTe aecetuneTtns.”> Cera Beve e
ACHO, Ye CK/IOHHOCTTa KbM BHe3arnHoO ymypaHe Bb3HUKBA KaTo
JnepdekTHa Oypa” — B3aMMOAeNCTBUE MeXAy BynHepabusneH
cyb6cTpat (reHeTUYHW Ny NPUACOUTN MPOMEHN B eNeKTPUYECKN-
Te N MeXaHWYHNTE CBOWCTBA Ha CbPLIETO) U MHOXECTBO Mnpe-
XOAHW GaKTopW, KOUTO yyacTBaT B OTKJIIOUYBAHETO Ha daTanHOTO
cbbuTmne. B cnepBalyaTa yacT He NpeAcTaBAMe KpaTbK npernes
Ha OCKbJHUTE CxeMu 3a cTpatudurKauma Ha prcka ot BCC npu
HOPMaJTHW LA, NPU NaLMEHTN C MCXeMmnYHa 6onecT Ha cbpLeTo
Y NPV NaLMeHTV C KaHaIonaTuy U KapA1oMMonaTuu.

3.3.1.Jlnua 6e3 nsBecTHa cbpAeyHa 6onect
MpubnusntenHo 50% OT CbpAeYHUTE apecTy HACcTbMNBaT Npu
nuua 6e3 n3BecTHa CbpaeyHa 60necT, HO MOBEYETO OT TAX CTpa-
[aT OT CKpuTa UcxeMmnyHa 6onect Ha cbpueto.> Mopaan ToBa,
Haln-ebeKTUBHUAT Nogxon 3a npeBeHuma Ha BCC cpep uanoto
HaceneHue e CBbP3aH C U34MNCNABaHE Ha MHAUBUAYATHUA PUCK
OT pa3BUTVE Ha NCXEMMYHA CbpAeYHa 60NecT Bb3 OCHOBA Ha
KapTuTe Ha puUcKoBKA cOOp, CrefiBaH OT KOHTPONIMPAHETO Ha
prckoBuTe GakTopy, KaTo 0OLy CepyMEH XONecTepors, MoKo-
33, KPbBHO HanAraHe, TIOTIOHONYLLEHE Y MHAEKC Ha TeflecHaTa
maca.>® MpnbnusntenHo 40% OT HAbMOLABAHOTO HamaneHue
Ha BCC e npako nocneactene ot HamaneHneTo Ha CAD u gpyru
CbpAeYHN CbCTOAHNA.>®

Hakonko npoyusaHua’-%" ca panu gokasaTencrsa, ye Cb-
LecTBYBa reHeTUYHO NpeSpPa3nosioXKeHne KbM BHE3amnHoO ymu-
paHe. M3cnepoBatenckata rpyna, pbkoBogeHa ot X. Jouven,
Gelle efjHa OT MbPBUTE, KOWTO U3C/efBaxa NpeAckasBallata
CTOMHOCT Ha pamMusiHaTa MOBTAaPAEMOCT Ha BHe3anHaTa CMbpT.
B MapwkkoTo npoyusaHe, ny6nmkysaHo npes 1999 r.,°” agTopu-
Te IEMOHCTpUpaxa, Ye aHaMHe3aTa 3a BHe3amnHa CMbPT Mo nu-
HUA Ha efVHWA OT POAUTENNTE e CBbp3aHa C penaTmBeH pPUCK
(RR) 3a BHe3anHa cmbpT 1.89, KOMTO HapacTBa Ao 9.44 npu nuua
C aHaMHe3a 3a BHe3arnHa CMbpPT Mo NIMHKA Ha fBaMaTa PoanTenm
(P = 0.01). Mo cbwoto Bpeme Friedlander et al.>® notebpguxa B
KOXOpTa OT KAMHWUYHN CllyYamn Ha yYacTHMLM BbB NPOYyYBaAHETO
Framingham noutun 50% ysenuuenue [RR 1.46 (95% Cl 1.23, 1.72)]
Ha BEpOATHOCTTA 3a BHEe3anHa CMbPT NpU Hanuume Ha pamun-
Ha aHamHe3a 3a BCC. Mpe3 2006 r. Dekker et al.>® nokasaxa, ue
damunHaTa BHE3anHa CMbPT HaCTbMNBa 3HAYMMO MO-YeCcTo Npu
NMLA, PecycumnTMpaHm oT MbpBMUYHO KM, OTKONIKOTO B KOHTPOJI-
HaTa rpyna [KoeduumeHT Ha BepoaTHocTuTe (OR) 2.72 (95% Cl
1.84, 4.03)]. BneuaTnABawoOTO NOCTOAHCTBO Ha Te3n pe3ynTaTtu
MOACKa3Ba, Ye NpefpasnonoXeHNeTo KbM BHE3aMHO yMUpaHe e
3anncaHo B reHUTe, JOPY 1 B OTCHCTBME Ha bonecT, npefaBaHa
no mMexaHu3sma Ha Mendel, KoeTo HacbpyaBa MONEKyNHUTE U3-

cnepBaHnA 3a npgeHTndurympare Ha HK-mapkepu npeackassa-
wm BCC B obwata nonynaums.

Cpef NpoyyBaHMATa, KOUTO Ca TbPCUSIM MONMMOPPU3BM Ha
efIHNYeEH HYKNleoTua, KONTo npeppasnonara Kbm BCC, 3Have-
HMe MMaT pe3ynTaTtute OT [iBe MPOYyYBaHMA BbpPXy Bpb3kaTa B
pamkuTe Ha reHoma (genome-wide association studies, GWAS):
Arrhythmia Genetics in the NEtherlandS (AGNES)®' BkntouBatyo
nauveHTn C NbpBu MrMokapaeH HGapKT n KM, konTto cpaBHABa
C KOXOpTa OT NauneHTN C MbPBY MUoKapAeH nHdapKT 6e3 KM.
Camo efivH eMHCTBEH NONMMOPOU3IBM HA eVHNYEH HYKIEeO-
TMA NoKanusupaH B JIOKYC 21921 e nokasasn 3HaYMMOCT B pam-
KnTe Ha reHoma c OR 1.78 (95% Cl 1.47, 2.13; P = 3.36 x 10-10).
To3n yecT nonumopdr3bm Ha eAnH HykneoTua (47% yectoTa
Ha anena) ce Hamvpa B MeXAYreHeH PervmoH U Han-6nmnsKuAT
reH, CXADR ( Ha pa3cTosaHue ~98 kb), kogupa efmH BupyceH pe-
LienTop, Mall OTHOLLEHNE KbM BUPYCHUA MUOKapaunT. BropoTo
GWAS-npoyusaHe® e MHOro rofiiMo NpoyYBaHe, KOETO UAEHTU-
durumpa cuneH curHan npu Nokyc 2q24.2, KONTO CbabpXKa TpU
reHa C Hem3BeCTHa QYHKLMA, BCEKM OT KOUTO € NpeAcTaBeH B
cbpueTo. To3un nokyc nosumiuasa pucka ot BCC ¢ 1.92 (95% Cl 1.57,
2.34). ToBa npoyuBaHe 06aue He NOTBbPXJaBa pe3ynTaTuTe oT
npoyysaHeTo AGNES, KoeTo nopakaa CbMHEHUA, Ye nam pasme-
pBT, AN An3anHbT Ha npoyysaHeTo AGNES nma HegocTaTbum.
Te3un reHeTUYHM JaHHW BCE OLLe He HaMMPaT MPUIIOXKEHWE B KNK-
HMYHaTa NPaKTMKa, HO Te MOoKa3BaT, Ye reHeTMKaTa Moxe fa ce
npeBbpHe B MHOroobellaBall MOAXOA 3a KONMYeCTBEHA OLeH-
Ka Ha pucka ot BCC B paHeH MOMEHT OT XnBoTa. HannuneTo Ha
HOBW TEXHOJOMMM, KOUTO MO3BOJABAT MO-6bP30 U MO-eBTUHO
reHHa TUNU3auuA, MOXe MHOIOo CKOpPO Aa NpefocTaBu JaHHU
BBPXY MHOIO rofiemMmu nonynaumm u fa ocurypu ctaTuctnyecka-
Ta cuna, HeobXxoaMMa Ha Te3un n3cneaBaHuA.

3.3.2.MaymneHTN C NCXeMnYHa 60necT Ha CbpLeTo
B npoabnxeHme Ha NoBeye OT Be fleceTUNneTna nscnenosartenu
OT Lenna CBAT ca NPeANOoIoXMAN LMPOK CMEKTbP OT ,MHANKA-
Topun” 3a BCC npun Hannume Ha ncxemmyHa 605ecT Ha CbpLEeTo.
HAKonko HenHBa3MBHN MapKepa 3a puck oT BCC ca npeanoxe-
HW NpU NauMeHT C MAOKApAHa NCXEMUSA, BKIIOUMTENHO Mpo-
rpammpaHa KamepHa cTumynauusa (programmed ventricular
stimulation, PVS), KbcHM noTeHumnanu, BaprabmnHOCT Ha Cbp-
AeyHaTa yecToTa, 6apopedneKkcHa UyBCTBUTENHOCT, ANCNepcus
Ha QT-MHTepBana, MMKPOBONTOB anTepHaHC Ha T-BbSiHaTa ”
TypbyneHuma Ha cbpaeyHaTa yectoTa. Bbnpeku obeljaBawurte
pe3ynTaTtu 3a KNMHWYEH U3XO[ B HaYalHUTe NpoyyBaHUA obaue
HUTO eAVH OT Te3n ,NPeauKTopn” He e oKasan BMAHNE BbpPXY
KNMHWYHaTa NpakTuKa. B pe3yntaT Ha ToBa, eANHCTBEHUAT Mo-
KasaTen, KONTO MOCTOAHHO NMOKa3Ba BPb3Ka C MOBULLEH PUCK OT
BHe3arnHa CMbPT B YCNIOBUATA Ha MUOKapAeH MHPaPKT 1 neBo-
kamepHa (JIK) ancoyHkuma, e neBokamepHata dpakumsa Ha uns-
TnackeaHe (JIKDW).5354 Tozn napameTbp ce M3non3sa noseve ot
JeceTuneTre 3a NPUIoKeHNe Ha UMMNIaHTUPYeM KapanoBepTep
aedubpunatop (implantable cardioverter defibrillator, ICD) ¢
uen npeBeHuma Ha BCC, yecto B KOMOMHaUMA ¢ yHKLMOHanN-
Hus knac no New York Heart Association (NYHA). Bbnpekn ye
JIKOW He e npeumseH 1 BUCOKO Bb3MPOM3BOANM KIVHUYEH MNa-
pameTbp, TA BCe Ole ce 13Non3Ba 3a Nofoop Ha naureHTH 3a
mmnnaHTayma Ha ICD npu nbpBryHaTa npeseHuma Ha BCC.
Cpen HOBWTE MapaMeTpu, KOUTO m3rnexkpaly obelyaBalym
npu npegukumata Ha BCC, ca BMOXMMUYHM MHANKaTOPW, KaTo B-
TMN HaTpuypeTnyeH nentug u N-TepmrHan npo-B-tun HaTpuy-
peTnyeH NenTua, KOUTO ca NOKa3anu OKypaKUTENHN pe3ynTaTn
B NpeaBapuTenHu ncnensaHus. 566
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3.3.3.MaymneHTn c HacneaCTBEHN aPUTMOreHHMN
6onectn

HannuHocTTa Ha cxemmn 3a cTpaTudUKaLmA Ha prcKa e KpanHo
HeeHOPOAHa MNPV Pas3fIMYyHN KaHanonatum M Kapaumommona-
TUK: HaNpyMep, JOKaTO NPOABIKUTETHOCTTa Ha KOPUrMpaHWsA
QT-nHTepBan (QTc) e HageXAeH NHANKATOP 3a PUCK OT Cbpaey-
HU CbOUTUA MpY CUHAPOM Ha abnrua QT-uHtepsan (LQTS),% a
cenTanHaTta xuneptpodua npenckasBa KANHUYHUA U3XOA Mpu
xunepTpoduuHa Kapavomuonatusa (XKMM),*® npu apyrn 6o-
necTn, KaTo CMHAPOM Ha Brugada nnm cnHpgpom Ha Kbcma QT-
nHtepsan (SQTS), MepkunTe 3a cTpaTndMKaLMa Ha pUCKa He ca
y6efuTenHn n oCcTaBAT HECUTYPHOCT OTHOCHO NMOKa3aHuATa 3a
npodunakTnyHa ynotpeba Ha ICD. 3acera, reHeTuyHaTa nHdOp-
MaLma MoXe fia ce 13MoJ3Ba 3a HaCoUYBaHe Ha p1UCKoBaTa cTpa-
TMdMKaLma caMo Npu Mmanbk 6poin 6onectu, kato LQTS 1 namuH
A/C nunataTueHa Kapviommonatus.5-7!

3.4. lNpeBeHUNA Ha BHe3anHaTa CbpAeyHa
CMBPT B cneynPuyHn cuTyauumn

3.4.1. CKpVIHUHT Ha 0610TO HaceNneHe 3a pUCK
OT BHe3amnHa cbpAaeYHa CMbpPT

BautenHocTtTa 3a enektpokapauorpadpckm (EKIN) n exokapgu-
orpadckm 6enesn Ha Hacne[CTBEHV apuTMOreHHU 6onectn ce
OKa3Ba BaXkHa 4acT OT KJIMHMYHAaTa NpakTrKa 1 Moxe Aa fonpu-
Hece 3a paHHaTa UAeHTUGMKaLumUA Ha nauneHTn ¢ pruck ot BCC.
Bce olle He e ACHO fanu TakbB BHMMAaTeNEH MOAXOA MOXe Aa
6be pa3wWwyrpeH 4O MAacoB CKPVIHWHT cpef nomnynauuv ¢ nosu-
WeH PUCK OT BHe3arnHa cMbpT. B Vitanua n AinoHna ca Bb3npu-
et cuctemn 3a EKI cKpuHUWHE, KouTo moraTt Aa naeHTnduum-
paT 6e3CMMMTOMHM MauMeHTV C HacneACTBEHV apWTMOreHHM
6onectn.’”>74 Bbnpeky CbLECTBYBAHETO HA KOHCEHCYC MeXAy
ekcnepTn B EBpona n CAL, KoTo nogkpena npepcbcresaTe-
NEeH CKPUHVIHF Mpu CnopTUCTK (MOAXOA, KOMTO e ofobpeH oT
MexayHapoaHVs ONIUMIUIACK KOMUTET),”>”7 @AHO CKOPOLLHO
npoyyBaHe AOKafBa 3a Jinrnca Ha NpomsAHa B YectoTaTa Ha BCC
npy cbCTesaTenu cfief npunaraHe Ha CKPUHWUHIOBU NPOrpamu
B M3paen.’

Mo nogo6eH HaumH, HAMa ACHW faHHW B MOAKPENa Ha nonsaTta
OT LWIMPOKa CKPMHMHIOBa Nporpama B obuiata nonynayua. Narain
et al”® nognarat Ha ckpuHUHT 12 000 Henoa6paHu 3apaBy NMua
Ha Bb3pacT 14-35 roguHu. LieHaTa Ha ckpuHura e 6una GB£35 Ha
YOBEK 1 TON e BKJIIoYBas 3[paBeH BbNPOCHMK, 12-kKaHanHa EKT n
KOHCyNnTauma ¢ Kapanornor. Ha nuuara ¢ OTKNOHeHWsA e Hanpase-
Ha TpaHCTOpaKaJiHa exokapAnorpama Ha Cbluua AeH Uan Te ca
HacouYBaHW 3a JOMbJIHNTESNHA OLleHKa. BbnpeKkn ye CKPUHUHI BT
€ OTKPUN ManbK OpO NauyeHTN C HacNeLCTBEHU KaHaionaTum
unu Kapguomuonatum (4/12 000), aBTopuTe NpPaBAT MU3BOf, Ye
npeHTMdMKaLmMATa Ha nmua ¢ nosuileH puck ot BCC Bce nak Be-
POATHO MOAKPEenA MacoBa CKPUHMHIoBa Nporpama.

flcHO e, ye oTHoLeHMeTO UeHa-non3a ot EKI cKpuHUHT Ha
HaceneHneTo 3aBNCU A0 rofiAMa CTemneH OT LieHaTa Ha ToBa Aa
6blie OTKPUT efiviH 3acerHaT MHAMBKA. Ta3u LeHa He e onpefe-
NeHa OT UTaJImaHcKaTa cMcTema 3a HaluMOHanHo 3[ipaBeornasBa-
He, BbNpeKM dpakTa ye yHMBepcanHaTa CKPMHMHIOBa Nporpama
cbliecTByBa npes nocnefHuTe 35 rognHW, a 3aBUCK 1 OT peru-
OHajlHaTa opraHu3auuAa Ha 3ApaBeonasBaHeTo. PasxopuTe 3a
CKpUHUHT Npu cnopTrcTuTe B CALL Bapupat mexay US$300 mu-
nuoHa n US$2 munnapaa rogmwHo cropef Kaltman et al.®°

KaTto uano, noHacTosLlem He MOXeM Aa AaieM MPernopbKu
3a CKPVHUHT Ha HaceneHneTo, 3aLi0oTo NOCeACTBMATa OT CKpU-
HWHrOBUTE CTpaTernn, KOUTO OTKPUBAT BCe Olle HeonpeaesieH

6po ,panwmBo NO3UTUBHU" ClyYan 1 NPOMYCKaT HEM3BECTEH
npoueHT 3acerHatu (,panwumBo HeratMBHU") NMLA He Ca ycTa-
HOBeHU. Ta3n HEBB3MOXKHOCT 3a M3BEXJaHe Ha NPenopbKM OT
[AaHHWTE, NONyYeHN B MPUIIOKEHUTE CKPUHUHIOBW Mporpamu,
UNICTPUpa HyXaTa OT AOMbJIHUTENHa paboTa no cbbupaHe Ha
KONMMYeCTBEHW [aHHU 33 CbOTHOLIEHNETO LeHa-epeKTUBHOCT
OT u3BbpLluBaHe Ha EKI CKpUHWMHI B pa3nnyHy nonynauumn n npu
pasfiMyHN CMCTEMM Ha 3fpaBeona3BaHe 1 obcToATencraea. Ha-
npoTuB, NPeABUS NO-BUCOKUA PUCK OT apUTMUN 1 BROLIaBaHe-
TO Ha CTPYKTYPHUTE WAN reHeTUYHMUTe 3abonAaBaHuA Npu nuua
U3NOXEHWN HA VHTEH3MBHU GU3nyeckn HatoBapBaHus,®'®2 Hue
noaKkpenamMe CbLieCTBYBaLYMTE NPENOPbKN 3a NpefcbcTe3aTe-
JIeH CKPUHUHT npu cnopTucTtu. B EBpona nma KoHceHcyc, ye B
Ta3u rpyna TpabBa fa ce HanpaBu KIMHUYHA OLIEHKA, Aa Ce CHe-
Me nnyHa unu GamuiHa aHaMHesa 1 ja ce permcTpmpa HavanHa
12-kaHanHa EKT (BuxTe pasgen 12.7).

3.4.2.0amunneH CKPUHUHT Ha }XepTBUTe
Ha BHe3arnHa CMbpT

Mpwn 6nn3o 50%% ot cemeincteaTta ¢ xkepTBu Ha SADS ce guar-
HOCTULMpPA HacneACcTBEHO apUTMOreHHO HapylleHue, no-cre-
umnanHo KaHanonatuu [Hanp. LQTS, cuHapom Ha Brugada u Ka-
TeXonamMuHeprnyHa nonmopdHa KamepHa Taxmkapgama (CPVT)]
WU B OTAENHW C/lyyan JlaTeHTHU GopmMM Ha Kapavmommonatva
[ocobeHo XKMIT 1 aputMoreHHa gecHoKaMepHa Kapganomuona-
™A (ARVC)] nnn damunHa xmnepxonecteponemus. B pesyntar
Ha Te3n AaHHW, KOoraTo Npu fafieHa XepTBa He e HanpaBeHa ay-
Toncua (npn SUDS n SUDI) n/unn Korato noct-mopTtem uscne-
BaHETO He CbyMsBa fa AONOBU CTPYKTYPHO HapyLUEHME, a TOK-
CMKONOrMYHUTE pe3ynTaTtn ca HopmanHu (npu SADS nnu SIDS),
POLHMHMTE NO MbpBa NMNMHWA Ha XepTBaTa TPA6Ba Aa 6bAaT MH-
dopmmpaH 3a NoTeHLManHWA PUCK OT MOA0OHU CbOUTHA 3a TAX
1 TpA6Ba Aa ce NoAnoXat Ha nscneasaHna. PamunHaTa aHamHe-
3a 3a pekypeHTeH npexaespemeHeH SUDS vnnn HacneacTBeHa
cbppeyvHa 6onect npeacTaBnABa ,MepBeH dnar”, KONTO Npasu
dbamunHaTa oLeHKa CUIIHO NpenopbyunTenHa.

CeMeMHWAT CKPUHWHT Ha POLHUHW MO MbpBa JIMHWUA Ha
XKepTBY Ha BHe3anHa CMbPT e BaKHO MeponpurATUe 3a NAEeHTU-
duKauma Ha nrua C NOBULLEH PUCK, 3a faBaHe Ha nHdopmauma
OTHOCHO CbLLeCTBYBALLOTO NleYeHMe 1 afjeKBaTHa NPeBeHL A Ha
BHe3anHaTta cMbpT.'*#* MoHacToAwem camo 40% OT uneHoseTe
Ha CeMEeNCTBOTO Ca NOAJSIOKEHU Ha CKPUHUHT,B> oTUacTn nopaau
JIMMNCa Ha AOCTaTbYHa CKPUHMHIOBA MHGPACTPYKTYpPa, HO CbLLO
1 nopaan 6e3noKoNCTBOTO M AUCTPeca CBbpP3aHU C JIMYHOTO
npexmBABaHe Ha MBOTO-3acTpallaBalla apuTMWUA UMK CKO-
pollHa TexKa 3aryba B CemeincTBOTO, Ab/Kalla ce Ha Hacnes-
CTBEHO CbpAeUHO cbcToAHMe. 8587 Mcmxo-coumanHmTe HYXan Ha
Te3n nayMeHTn 1 TexXHUTe cemelcTBa TpAbBa fa 6baaT npele-
HeHM 1 Ja 6bAa nocnefBaHy OT MyNTUANCLUUNANHAPEH NOAXOS
B CNeuunanmsnpaHmn LeHTPoBe, KakTo belle npenopbyaHo Hamno-
cnenbk.'48488 CrolHocTTa Ha TO3M noaxop belue fokasaHa.8%%0

Mpepnarat ce pasnuMyHM NPOTOKONN 3a GaMUNEH CKPUHUHT
Mpw KepTBM OT BHe3anHa cMbpT.'*°! Te3n npoTokonm 06UKHO-
BEHO C/lefiBaT CTbNaNOBMAEH NOAXOS, 3aN0UBaliKM C NO-eBTUHN
1 NO-NPOAYKTUBHW M3CNefBaHNA U NPOAbIIXKABANKN C [OMbI-
HUTEeNHW n3cneaBaHNA Ha 6a3aTa Ha HavyanHaTa HaxofKka M Ha
damunHaTa aHamHe3a.”' KoraTo Bb3 OCHOBA Ha HannMumeTo Ha
CTPYKTYPHU UMK enekTprYeckn NpoMeHn ce nofosnpa AageHa
AmnarHo3sa, TpAabBa Aa ce cnasu cTaHAapTHaTa npoueaypa 3a au-
arHoCTMKa Ha cycrneKkTHaTa 6onecr.

MpeunsHoTO CHemaHe Ha aHamHe3a e MbpBaTa CTbMKa 3a
nocTuraHe Ha MOCT-MOPTEM AMarHo3a, NpeALecTBallo akTuB-
HOTO M3yyYaBaHe Ha ufieHoBeTe Ha pammnuaTa. KoraTo xepTea-



Mpenopbkn Ha ESC

11

Ta e Mnaga, poKycbT TpAbBa fa 6bAe BbpXY KapLMoMmonaTim
1 KaHanonatuu. NpenopbuBa ce oueHKa 3a npegynpeanTenHu
CbpAEeYHM CUMMATOMMU (BKITIOUUTENHO CMHKOMN UAK ,enunencma”),
3aefiHO C U34yepnaTesIHO NPoyYBaHe Ha obCcToATENCTBaTa OKOJIO
CMBPTTa U CbOMPAHETO HA aHTE-MOPTEM KIUHUYHW KapAnono-
rMYHN M3cneBaHuA.

KoraTto »xepTBaTa e >40 roguHu, TpA6Ba fa ce Hanpasu npe-
LieHKa 3a Hannyume Ha puckosu dpaktopu 3a CAD (Hanp. akTUBHO
WA NacBHO TIOTIOHOMYLUEHE, ANCIUMNONPOTEUHEMNUA, XUMep-
TOHVA 1Ny Aaunabet). JonbnHUTENHO TpAbBa fa ce mpocneau
POAOCNOBHOTO AbPBO A0 TPU NOKONEHMA 3a permcTprmpaHe Ha
BCMUKM CJlyYaun Ha BHe3arnHa CMbPT 1 CbpAeyHn 3abonasaHna.™
TpAbsa fa ce nonoXaT ycunmA 3a nonyyaBaHe Ha cTapu Meau-
LUMHCKM JAaHHW N/Mnn nocT-mopTem mscneaBanus. [Mpuopuret-
HO TpsA6Ba fa ce M3cneaBaT CEMeNHN YIeHOBe CbC CUMMTOMMY,
npegnonaraliy Hann4yre Ha CbpPAEYHO CbCTOAHME, KaTO CUHKOM,
nannuTauum Unmn rpbaHa 6oska.

[penopbyBaHaTa OCHOBHA OLEHKA Ha POAHUHK NO NbpBa
JIVHUA Ha XepTBa Ha BHe3anHa CMbPT e WCcTpupaHa B Tab-
auya 4. TMpy nunca Ha grnarHo3a B CeMeNCTBOTO, MHOIO Manku
Jeua TpabBa Aa 6bAaT CKPUHMPAHM MUHUMYM C M3xoaHa EKT n
exoKkapguorpama. Tbi1 KaTO MHOTO OT Hac/eACTBEHNTE apUTMO-
reHHy 6051eCTU ca XxapaKkTepu3mpar ¢ Bb3PacTOBO-3aBHCMMa MNe-
HeTpauusa 1 HeMb/IHA eKcrnpecus, No-MIaan UHAMBUAN TPA6BA
a 6baaT NognoXKeHW Ha nNpocsiefsBaHe Ha paBHU UHTEPBaN.
be3cMmnTOMHM 1 HaNbAHO NOpacHanM Bb3pPacTHM MOraT Aia oT-
nafHaT oT HabnoAeHNEeTo, aKo He ce NOABU CUMMTOMATVKA U
HoBa nHdopmauua 3a damunmara.

Mpu cbMHeHKe 3a HacleACTBEHa apUTMOreHHa 6onecT, Hai-
[06PUAT N3TOYHMK HA MHPOpMaLMs ca NnpobuTte 3a AHK oT 13-
BbpLUeHaTa MONeKyJsHa ayTONCUA Ha »epTeata. [pn Hannyme Ha
MONOXKUTENIEH Pe3ynTaT, Ha UNIeHOBETE Ha CEMENCTBOTO TPsAbBa
[a ce NpefAsioXKn Bb3MOXHOCT 3a NpeACcKka3Ball reHeTUYeH CKpu-
HWHT NO KacKageH HauuH. ,[MpaBo Aa He 3Ham” 1 Bb3MOXHOCT 3a
OTKa3BaHe Ha MOJIeKySleH CKPUHVHT TPA6Ba fa ce BKYMN Npu
BCEKM KOHTAKT C POAHVHM, KOWTO Lienun npeasapuTenHo nHoop-
MUpaHe.

CTpaHa, Npy POAHUHU Ha nnua cbe SUDS nnn SADS, 6e3 KnnHmy-
Ha Hacoka KbM cneunduyHa 6onect cnep KIMHWYHaTa OLEHKa,
He TpAGBa Aa ce NpaBu reHeTUYEH CKPUHMHT Ha ronsma rpyna
reHn. ToBa e ocobeHo BanuaHo npu ciydam Ha SIDS, korato
MOJIeKyfiHaTa ayToncua paskpusa Mo-HUCKO obpemMeHsBaHe C
60necT Ha NOHHWTE KaHanu B CpaBHeHue ¢bC SADS n B Te3u
CJlyyam no-4ecTo ce cpella CnopaanyHa reHeTnYHa 6onecT Kato
NpMYMHA 33 BHe3arnHa CMbpT.

3.4.3. CKPUVHUHI NPV NaLMeHTN C AOKYMEHTNPaHN
NAN CYCNeKTHU KaMepHU apuTtMmnm

3.4.3.1.  KnuHuyHa aHamHesa

Mannutauuy (MK ycelaHe 3a BHE3AMHO YCKOPEHU CbpAeYHM
yAapw), NPeCVHKON 1 CMHKOM ca TPUTe Hall-BakKHU CUMMTOMA,
KOWTO M3MCKBAaT CHeMaHe Ha u3yeprnaTtesiHa aHamHesa U Mo
BbH3MOXHOCT AOMBJIHATENIHWN M3CNeABaHUA 3a M3KJIoUBaHe Ha
Bpb3Ka C kamepHu aputmun (KA). MNMannutayuute cBbp3aHu ¢
KamepHa Taxvkapaus (KT) 06MKHOBEHO MMAT BHE3anHo Havano/
Kpal 1 morat fa foBeaaT Ao NPeCUHKON U/unu cuHkon. Enuso-
[U1Te Ha BHe3arneH Komarc cbc 3aryba Ha Cb3HaHue 6e3 npepy-
npexgeHue TpsbBa fa Nopoan CbMHeHMe 3a Gpaguaputmum
unu KA. CUHKOMBT, KOWTO HAacTbNBa Mo BpeMe Ha U3TOWNTENHO
du3nyecko HaToBapBaHe, B cefALLO MOSIOXKEHME UK MO Bpeme
Ha nexaHe no rpbb TpAbBa BUHArM Ja NopoAn CbMHeHWe 3a
CbpAeyHa NPUYMHa, LOKaTO APYr CUTYaLUMOHHN CbOUTMA MOXe
[ HacouaT KbM Ba30-BaraneH CMHKOM WV NOCTypasnHa XmrnoTo-
HUA.%2 CUMNTOMM, CBbP3aHU C MOANEXKALUM CTPYKTYPHM CbpLey-
HY 6onecTn, KaTo rpbAeH ANCKOMPOPT, ANCTHEA U IeCHa YMopa,
MOXe [la ca Hanuue v TpAbBa Aa 6baaT TbpceHu. B oueHkaTa
Ha MauMeHTU, CycnekTHW 3a Hanuume Ha KA, Tpabea aa 6baat
BK/OUEHUN NOAPOOHN NpoyyBaHMA Ha damuiHaTa aHamHesa 3a
BCC v npuem Ha nekapcTBa, BKIOUYNTENHO 13MONI3BaHNTE [O3W.
MonoxunTtenHata cemeliHa aHamHe3a 3a BCC e cuneH He3aBrcMm
npeavikTop 3a nogammeoct kbM KA 1 BCC.>7>8 Bbnpekn ye du-
3UKaNnHOTO M3CneABaHe PAAKO UMa pasKpuBalla CTONHOCT, TO
MOXe MOHAKOra Aa faje LieHHU HaCoKMU.

Ta6nv||.|a 4: [narHoCTU4YEH NoAXopA npu yjieHoBe Ha CemMmencTBOTO Ha »KepTBU Ha BHe3amnHa Heo6ACHMMa CMDBPT UIN BHE-

3anHa pUTbMHa CMDBbpPT

Mopxopg Deincrene®

CHeMaHe Ha aHamHe3a ” d)I/ISVI- + JIMyHa KNMHWYHa aHaMHe3a

KaneH cTatyc + (QamunHa aHaMHe3a C HaCOYEHOCT KbM CbpAaeYvHn 6onecTy unn BHe3amnHa CMBPT

EKI + TecT c HaTOBapBaHe
+ CurHanHo-ycpepaHeHa EKI

+ HavanHa 12-kaHanHa ECG B cTaHAapPTHU 1 BUCOKW MPEKOPANaNHN OTBEXAAHNA
« 24-yacosa ambynatopHa EKI (Xontep)

« [lpoBoKaTVBEH TecT C aiManuH/pnexkanHung (Npy CbMHeHMe 3a CMHAPOM Ha Brugada)

O6pasHa cbpAeyHa AvarHoctnka | « [ByusmepHa exokapaunorpadusa n/mnm CMR (c nnm 6e3 KoHTpacT)

[eHeTUYHO TecTyBaHe

+ HacoueHo MOJIEKYIAPHO TECTYyBaHe N reHeTUYHa KOHCYyNnTauna npu KNnHNYHa cycnekyna sa cneum])qua 6onect
» HacouBaHe Kbm TPEeTNYEeH LeEHTDP cnelmnannsnpaH no olueHKa Ha reHeTuKaTa Ha apuTMunTe

CMR = cbppeyeH MmarHnTeH pe3oHaHc; EKIN = enektpokapanorpama.

a I'IpenopbKMTe B Ta3m Tabnuua ce 6a3V|paT Ha KOHCEHCYC Ha TO3M NMaHes1 OT eKCcnepTn, a He Ha JaHHW, KOUTO NOYMBaT Ha fJOKa3aTesiCTBa.

Mpw nunca Ha 6UONOrMYHK MPOBK OT MOYMHANUA YOBEK,
MOXe [1a ce 06CbAN HAacOUeH MOMeKyseH CKPUHUHE cpef poa-
HVIHWTE MO MbPBa JIHKA, KOTaTo MMa CbMHEHME 3a HafiMumne Ha
HacneacTBeHa 6onecT npu uneHoBe Ha damunuaTa. OT gpyra

3.4.3.2. HeuHsa3uBHA U UHBA3UBHA OUEHKA

CraHpapTHa 12-kaHanHa EKI B nokon moxe pa paskpve npu-
3HaUM Ha HacneacTBeHW HapyuweHuma csbp3anm ¢ KA n BCC,
KaTo KaHanonatum (LQTS, SQTS, cuHgpom Ha Brugada, CPVT) n
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HevnHBa3nBHa oueHKa npu NauneHTN CbC CyCneKTHN

VNN U3BECTHU KaMepHU apuTMuUK a npoueaypa

Mpenopbkn

Knac?

Huso®

UsT

12-kaHanHa EKI B nokoi

12-kaHanHa EKI B nokon ce npeno-
pbyBa NPY BCUYKU NALMEHTU, KOU-
TO ce oueHsBar 3a KA.

EKI-moHutopupaHe

AmbynatopHa EKI (XonTep) ce
npenopbyBa 3a OTKPUBaHe 1 fuar-
HOCTMKA Ha apuTMuu. 12-KaHanHa
ambynatopHa EKI ce npenopbuBa
3a oueHKa Ha npomenu B QT-uH-
TepBana unm ST-cermeHTa.

MpenopbuBa ce pekopAep Ha
CbpAeYHN CbOUTUA, KOraTo CUMII-
TOMWTE Ca CrMopajuyHy, 3a Aa ce
YCTaHOBU Janu Te ca MpUUMHEHN
OT MPEXOAHN apUTMUIN.

NmnnanTtupyemu loop-pekopaepu
ce nmpenopbyBat, KOrato CUMMTO-
MUWTe, Hanp. CMHKOM, ca cnopaguny-
HW 1 CyCcneKTHW 3a BPb3Ka C apuT-
MU N KOrato B3aMMOBpPbB3KaTa
CUMMNTOMATUKA-PUTBM HE MOXKe Aa
Cce YCTaHOBW C KOHBEHLUMOHAaJIHN
[VNarHOCTUYHU METOAMN.

SA-ECG ce npenopbyBa 3a nopo-
6pABaHe Ha AMarHocTukata Ha
ARVC npu naumeHntun ¢ KA nnm npu
Te3n, KOUTO HOCAT PUCK OT pa3Bu-
TVe Ha XmnBoTto3acTpaluasaim KA.

Pa6oTHa npo6a

PaboTHa npoba ce npenopbyBa
npy Bb3pacTHN naumeHTn c KA,
KOWTO ca C yMepeHa 1 no-ronsama
BepoATHocT 3a CAD no Bb3pact unun
CUMNTOMMU, C LieN MPOBOKMPaHe Ha
NCXeMUYHU NpoMeHun unm KA.

PabotHa npoba ce npenopbuBa
NP NaLNeHTUN C N3BECTHA NN CYC-
neKkTHa WHAYyUUpaHa npu ycunue
KA, BkntountenHo CPVT, ¢ uen no-
CTaBAHe Ha inarHosa u onpepens-
He Ha NporHo3ara.

PabotHa npoba TpsabBa Aa ce vma
npensunf 3a OLEeHKa Ha OTroBOpa KbM
MeAVKamMeHTO3Ha 1nn abnaunoHHa
Tepanua Npy NaumeHT! ¢ U3BECTHa
MHAYyuMpaHa npuv ycunve KA.

93

94

95

96, 97

98

99

kapanomuonatun (ARVC n XKMIM). Opyrun EKT napameTtpu, nog-
CKa3BalM rnopnexalia CTPyKTypHa 6onect, BkiousaTt 6efpeH
6510K, aTpno-BeHTpuKynapeH (AV) 6510k, kamepHa xunepTpodusa
1 Q-3b0LM OTroBapALLM HA UCXEMUYHA OONECT Ha CbPLETO MK

HenHBa3nBHa oLeHKa NPY NALNEHTUN CbC CYCNeKTHU
VNV N3BECTHN KaMepHU apuTMUM a npoueaypa
(MpoownxeHue)

Mpenopbku Knac® | Huso?® | UsT

O6pasHa AuarHocTuKa

Exokappuorpadus ce npenopbysa
npy BCUYKN NALMEHTN CbC CYCNeKT-
Ha nnm n3eectHa KA 3a oueHKa Ha
JIK dyHKLMA 1 OTKpMBaHe Ha CTPYK-
TypHa CbpAeyHa 6onecT.

100,
101

Exokapaunorpadua 3a oueHka Ha
JIK v K dyHKUMA 1 OTKpUBaHe Ha
CTPYKTYypHa CbppaeyHa bonect ce
npernopbyBa Npu NaunveHTn ¢ BU-
COK PV1CK 3a pa3BUTME Ha CEPUO3HM
KA nnn BCC, kaTo Te3u ¢ gunaTta-
TUBHA, xuneptpoduyHa unm [AK
KapavomuonaTva, npexusenute
OCTbP MUOKapAeH WMHGapKT wnan
POACTBEHMLM Ha NauUMEHTW C Ha-
cnepcTBeHn 6onectyt CBbp3aHu ¢
BCC.

100

PaboTHa obpasHa npoba (cTpec-exo-
Kapavorpapua unu nepdysmoHHa
cumHTurpadws, SPECT) ce npenopby-
Ba 33 OTKPMBAHE Ha TuXa MCxemus
npwv naumeHTn ¢ KA, KonTo ca ¢ yme-
peHa BepoaTHocT 3a CAD no Bb3pacT
Wy cMmMnToMum, 1 npy kouto EKT e no-
Masnko UHdopmaTuBHa (ynotpeba Ha
aurokevH, JIK xuneptpodus, >1-mm
penpecua Ha ST-cermeHTa B MOKOW,
WPW-cuHapom unw J1BB).

102

DapmakonormyeH obpaseH cTpec-
TecT ce NpenopbYBa 3a OTKPUBAHE
Ha TUXa UCXemMua NPY NauueHTn ¢
KA, KouTo ca ¢ ymepeHa BepoAT-
HocT 3a CAD no Bb3pacT unm cumn-
TOMU 1 ca PU3NYECKN HECMOCOOHN
Aa HanpaeAT CUMNTOM-IMMUTVPa-
Ha paboTHa npoba.

103

CMR vnm CT TpsibBa fia ce uma npeg-
BuA npu nauveHtn c KA, korato
exokapamorpadvaTa He jaBa TOUHa
oueHka Ha JIK n K dyHkuma n/mnm
OLIeHKa Ha CTPYKTUPHUTE NPOMEHMW.

2Knac Ha npenopbKuTe.

"HuBO Ha fOKa3aTeNCTBEHOCT.

U3TOUHMK(LYM) NoAKpPenALY (M) NpenopbKUTe.

ARVC = apuTmoreHHa fecHokamepHa Kapauomuonatusa; CAD = kopo-
HapHa apTepuanHa 6onect; CMR = cbpfeyeH AfpPeHO-MarHnTeH peso-
HaHc; CPVT = KaTexonamuHepryyHa nonvmopdHa KamepHa Taxvkapaus;
CT = komnioTbpHa Tomorpadus; EKI = enektpokapaunorpama; JIBb = nas
6eapeH 6nok; JIK = neBokamepHa; K = gecHokamepHa; SA-ECG = cu-
rHanHo ycpefHeHa EKI; BCC = BHe3anHa cbpaeyHa cMbpT; SPECT = epu-
HMYHO-POTOHHA EMUCMOHHA KOMMIOTbPHA Tomorpadus; KA = kamepHa
aputmus; WPW = Wolff-Parkinson-White.

nHdUNTpaTMBHa KapavmommonaTua. EnekTponutHy HapyLeHms
1 epeKTMTE Ha Pa3INYHYM NleKapcTBa MoraT fa AoBefaT Ao pe-
nonapunsauoHHN MPOMeHN n/unn paswmrpasaHe Ha QRS-kowm-
nnekca.
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NHBa3uBHa oLeHKa npuv nauneHTn CbC CyCneKTHN nnm
N3BeCTHN KaMepHu apuTtmMmunn

Mpenopbku Knac® | Huso® UsT

KopoHapHa aHrnorpadums

KopoHapHa aHrunorpadua tpabsa
fla ce uMa NpeABuA 3a YCTaHOBA-
BaHe WNN W3KNIOYBaHE 3Hauyuma
o6¢TpykTBHa CAD npwv naymeHTn
C XKuoTo3zacTpawasawm KA unn
npu npexusenn BCC ¢ ymepeHa
VNN No-ronAMa BEPOATHOCT 3a Ha-
nuune Ha CAD no Bb3pacT n cumn-
TOMMU.

104

EnekTpodusmonornyHo nscnepsate

EnekTpodusmnonornuHo  mscneg-
BaHe npu nauueHTn ¢ CAD ce
npenopbuBa C LUen AUMarHoCTUYHA
oLeHKa NpU NaLmneHTy C MPeXnBAH
MWOKapAeH MHPAPKT CbC CUMMTO-
MW CYCMEKTHW 3a KaMepHW Taxua-
pUTMUY, BKIOYNTENHO MannuTa-
LK, MPECUHKOM 1 CUHKOM.

105

EnektpodursmonoruuHo  umscneg-
BaHe NpU NauyneHTy CbC CUHKOM ce
NpenopbYBa, KOraTo ce Nogo3mpar
6pagnapUTMUM UK TaxnapuTMnm
Bb3 OCHOBA Ha cUMnTOMHUTE (Hanp.
nannuTayum) uayM pesyntatute ot
HEeNHBA3MBHATA OLEHKa, 0CO6eHo
npy MauyueHT CbC CTPYKTYpHa
cbpaeuHa 6onecr.

106

EnekTpodusnonornyHo nscnepsa-
He MOXe fAa ce VMa npeasug npu
andepeHumanHata AuarHosa Ha
ARVC n fobpokauyecTBeHaTa Taxu-
Kapaua ot RVOT unu capkoungosa.

107

?Knac Ha npenopbKuTe.

"HuBO Ha fOKa3aTeNCTBEHOCT.

U3TOUHMK(UM) NoaKpenALL(M) NpenopbKuTe.

ARVC = apuTmoreHHa flecHokamepHa Kapanomuonatus; CAD = kopo-
HapHa apTepuanHa 6onect; RVOT = fecHOKamepeH WU3XOAeH TPakKT;
BCC = BHe3anHa cbpAeyHa cmbpT; KA = KamepHa aputmums.

Pa6oTHaTa EKI ce npunara Han-4ecTo 3a OTKpMBaHe Ha TUXa
ncxemmsa Nnpy Bb3pactHy nauymeHTn ¢ KA. HenpogbnxkutenHa KT
npw HaToBapBaHe ce cbobLiaBa nNpu 61130 4% oT 6e3CMMNTOM-
HW LA Ha CpefHa Bb3PacT 1 He e CBbp3aHa C noBuLeHa obLa
cmbpTHOCT.'%8 Mpo6aTa c HaTOBapBaHe NPU agpeHepPruyHo-3a-
BUCUMY PUTBMHU HAPYLUEHWSA, BKIIOYNTENHO MOHOMOPHa KT
n nonumopdodHa KT, Hanpumep CPVT, e nonesHa 3a AgnarHocTny-
HW LIeNM 1 3a OLleHKa Ha OTroBopa KbM TepanuaTa. PaboTHaTta
npo6a Mpu NauneHTU C KUBOTO-3acTpawasawy KA moxe ga
JoBefle 10 apUTMUM Hanarawy KapanoBepcus, MHTPaBeHO3HO
(i.v.) npunoxeHne Ha MeVKaMeHTN UM pecycUnTaLus, HO BCe
nak ga 6bhe HanoXuTenHa, 3alWoTo e no-gobpe Aa npeansBu-
Kame apuTMUMTE U [ja OLLleHUM PYCKA B KOHTPOMPAHW YCII0BUS.
Ta TpsabBa Aa ce M3BbPLUBA NPU He3abaBHA HANMYHOCT Ha pe-
CYCLMTALMOHHA TeXHMKA U 0byyeH nepcoHann.

YcTpoiicTBaTa 3a MPOAB/KUTENIEH UM UHTEPMUTEHTEH
3anuc B ambynaTopHM yCioBUA MOraT Aa NOMOrHaT 3a CBbp3-

BaHeTO Ha cMMNTOMaTtuKkaTta C nosABa Ha aputmuA. MoraTt ga
6bAaT YyCTaHOBEHW U enun30fW Ha TMXa MUOKapAHa MCXeMUA.
MNMopxoaAwo e n3non3saHeTo Ha 24- o 48-4acoB HenpeKbcHaT
XonTtepoB. 3anuc, KOraTo ce 3Hae UM NOA03MPa, Ye apuTMmUATa
ce NoABABa MOHe BeAHbX AHEBHO. [1pn cnopaAnyHn ennsoan
Mo-nofe3HN Cca KOHBEHLVOHANIHUTE PeKOpPAEPW Ha CbouTUA,
3all0TO MO3BOMABAT fAa Cce NPaBAT 3anucy C ronaMa NpoAbI-
XKUTENHOCT. IMnnaHTupyemmTe NojKOoXHMW YCTPOMCTBA, KOUTO
No3BONABAT MPOAB/IKMUTENIHO MOHUTOPUPAHE Ha CbpAevHMA
pUTBM 1 3anncBaHe Ha CbOVTKA 3a Nepuog OT FOAUHM, MoraT
Aa MpaBAT 3anuc Npu akTMBMpaHe OT cammA NauueHT Unmn as-
TOMaTMYHO NO NMpeABapuTesIHO 3aAaAeHn Kputepun. Te morat
Aa 6bJaT MHOIO MOJIe3HMN 3a JMArHOCTUKA Ha CEPUO3HMN Taxu-
aTUTMNM 1 6pagVMapuUTMUUN NPV NaLUEHTU C KUBOTO-3acTpa-
WaBawy CMMNTOMM, KaTo CUHKoM. HoBuTe ,MHXeKkTupyemn”
loop-peKkopaepun He M3UCKBAT KOHBEHLMOHaNHa XUPYypPruyHa
noAroToBKa.

CurHanHo-ycpeaHeHata EKI (SA-ECG) nopobpsaBa oOTHO-
LIeHNeTO CMTHaM:WyM Ha NoBbpxHOCTHaTa EKI, Taka ve B Kpas
Ha QRS-komnnekca moraT Aa 6baaT UAeHTUPUUMPAHN HUCKO-
aMNINTYAHW curHany (Ha MWKPOBOJITOBO HMBO), HapuyaHu
,KbCHU noTeHunann”. KbCHUTE noTeHUManu co4yat obnacTn Ha
abHOpMeH MM1oKapa ¢ 6aBHO NpoBexaaHe, cybcTpaTHa aHoMa-
NINA, KOATO MOXe fAa NO3BOMN Bb3HUKBAHE Ha KaMepHU pUeH-
Tpu-Taxnaputmmnn. SA-ECG ce npenopbuBa 3a andepeHunanHa
AMarHo3a Ha CTPYKTYPHU CbpheyHmn 6onectu, kato ARVC, npu
nayneHnTn c KA.

ExokapguorpadusaTa e Haii-uecTo m3nonssaHaTa obpasHa
ANAarHOCTMKa, 3aloTo, B CPaBHEHMe CbC CbpAeYHUA (AApeHO-)
MarHuTeH pesoHaHc (CMR) n cbpheyHata KOMMIOTbPHa TOMO-
rpadus (CT), TA He e CKbNOCTPYBaLLa, AOCTbIMHA € U OCUTypABa
TOYHa AMarHo3a Ha MMOKapPAHW, KNanHW 1 BPOAEHW CbpPAEYHMN
3abonsaBaHus, cBbp3ann ¢ KA n BCC.'%° lonmbiHnTenHo, npu no-
BeYeTo NauneHTn Moxe fa 6bae HanpaBeHa oueHKa Ha JIK cuc-
TonHa QYHKLMA 1 permoHanHata cbkpatnmoct. CnefoBaTesniHo,
exoKapgmorpaduaTa e nokasaHa npuv nauneHTn ¢ KA, cycnekT-
HY 33 CTPYKTYPHO CbpAeyHO 3abonaBaHe, 1 Npv NOArpynu na-
LMEeHTN C BUCOK PUCK OT pa3BuTue Ha cepnosHa KA nnm BCC,
KaTo Te3u C gunaTaTuBHa, XunepTpodryHa Uam JecHokamepHa
(OK) kapanommonaTiuv, NauMeHTn NpexnBenn oCTbp MUOKap-
AeH MHPaPKT NN POAHUHM HA NaLNeHTN C HacIeJCTBEHMW Hapy-
weHnA cebp3aHm ¢ BCC. KombuHaumaTa oT exokapguorpadus
1 paboTeH unn GpapmMakonormyeH CTpec-TecT (YecTo HapryaHa
,CTpec-exo”) e NpunoXnuma npv n3dbpaHa rpyna naymeHTn cbe
cbMHeHMe 3a KA, npoBoKuMpalla ce OT UCXeMus, 1 KOUTO He ca
NoaxoAALM 3a GU3NYECKM YNPaXKHEHVA WU UMAT MPOMEHeHa
EKT B nokow, KoaTo orpaHnyaea TouHOCTTa Ha EKI 3a oTkpuBsa-
He Ha ncxemus.

HanpeabkbT npn CMR HanpasBu Bb3MOXHa OLleHKaTa He
CaMo Ha CTPYKTypaTa, HO 1 Ha QyHKUMATa Ha 6reLloTo CbpLe.
OTnuyHata obpasHa pe3ontounsa NosyyaBaHa CbC CbBPeMeHHa-
Ta anapaTtypa Nno3Bo/ifABa TOYHA KOJIMYeCTBEHa OLeHKa Ha Ka-
mepHuTe ob6emu, JIK maca 1 kamepHata ¢yHKUUA. ToBa MMa 0CO-
6eHa CTOMHOCT NpU NauneHTn cbe cycnekTHa ARVC, npu kouto
CMR ocurypsaBa otnuyHa oueHka Ha [IK pasmepu, yHKUMA 1
pervioHanHa CbKpaTyMOCT.

CT no3BonsAsa To4HO U3mMepBaHe Ha JIK o6emu, n3tnacksa-
wa ¢pakuma 1 maca, a pesyntatute ca CbusmMeprmMu € Te3n oT
CMR, Ho ocuUrypsBa AOMbBAHNUTENHO 1 CEFMEHTHO 1306pa3nBa-
He Ha KOpOHapHUTE apTepun, OT KOETO MOXe Aa Ce Hanpasu
OLleHKa Ha cTerneHTa Ha KanumHo3aTa. CT Ha cbpueTo MoXe Aa
ce 13mon3Ba nNpv n3bpaHmn NaLreHTH, KOraTo He € Bb3MOXKHa KO-
NMyecTBeHa exokapanorpapcka oLeHKa Ha CbpAeUYHnNTe CTPYK-
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Typu, a CMR He e goctbneH. C CT nnn apyru obpasHu meToam
MoraT fja 6bAaT OTKPUTU aHOMasIMM Ha KOPOHaPHUTE apTepPUN.

MwnokapgHa nep¢ysnoHHa eAnHUYHO-POTOHHA E€MUCUNOH-
Ha CT (single-photon emission CT, SPECT) c HaToBapBaHe nnu
bapmakonornyHu cpeacTsa e NpuoXKuma npu nsbpaxa rpyna
nauneHTn CbC CbMHeHMe 3a KA MpoBOKMpaHa OT Ncxemus, Kou-
TO He MoraT fja U3NbAHABAT GU3NYECKMN YIPaKHEHNA A umat
EKI npomeHun B NoKon, KOMTO HamanABaT TOYHOCTTa Ha EKI 3a
OTKpMBaHe Ha ncxemma. ToyHa KonmnyecTBeHa oleHKa Ha JIKOU
e Bb3MoxHa ¢ EKI-cuHxpoHusnpaHa (gated) paguoHyknupHa
aHrnorpadua (MUGA [multiple-gated acquisition] ckeH) n moxe
fa 6bjle nonesHa Npwv NaUMeHTH, KOraTo He e Bb3MOXXHO eXo-
Kapanorpadpcko n3mepBaHe.

KopoHapHaTa aHrmorpa¢ua murpae BaxkHa AMArHOCTUYHa
ponA 3a yCTaHOBABAHE UM N3K/IOYBaHE Ha HaNnyme Ha CUTHU-
duKaHTHa 06cTpyKTMBHA CAD NpU NaumeHTu C X1BOTO-3acTpa-
waawa KA nnun npexmnsenn BCC.

EnektpodusmonornyHo nscnepsaxe (EON) c PVS ce nsnons-
Ba 3a IOKYMeHTMpaHe Ha nHayumpyemocTTa Ha KT, HacouBaHe
Ha abrnauuATa, oLeHKa Ha puckoBeTe OT pekypeHTHa KT unu
BCC, oueHKa Ha 3arybaTa Ha Cb3HaHVe nNpuv 136paHn NaymeHTmn
C apUTMUK, NOJO3MPaHN KaTo NPUYKMHA, 1 NpeLeHKa Ha noka-
3aHuATa 3a ICD-tepanua. MNMonsata ot EOW Bapupa B WMpPOKM
rpaHULM B 3aBUCMMOCT OT BUAA M TeXKeCTTa Ha nofnexatiara
CcbppeyHa 60n1ecT, HaIMYMETO UM OTCHCTBUETO Ha CMOHTaHHa
KT, cbnbTcTBalaTa lekapCcTBeHa Tepanua, U3MNon3BaHnua npo-
TOKON 3a CTUMYNauma U MACTOTO Ha CTUMynauua. Han-Bucoku
HMBa Ha MHAYKLMA 1 Bb3NPON3BOANMOCT ce HabnofaBaT npu
nauveHTn cnep MuokapaeH UHGapKT, a NpenopbKuTe 3a yno-
Tpeba B nof6paHmn Cliyyan ca JafeHy B TO3M AOKYMEHT.

Mpw n3cnepgBaHeTo Ha naumeHTy ¢ KA B noBeyeTo LieHTPO-
Be ce nMpwunaraT oceM KamepHu ctumyna B [IK Bpbx c BogeLy
umkbn mexay 600 mc n 400 mc, npar, paBeH Ha yABOEHUA Au-
acToneH npar, ¥ NPOABKUTENIHOCT Ha umnyncute 0.5-2 mc,
KaTO MbpBOHAYaNHO ce BbBEXAAT €fVH A0 TPU KaMepHU eK-
cTpacTmyna. To3m TecT moxe fa 6bae NMOBTOPEH MO Bpeme
Ha uHy3ua ¢ nsonpotepeHon.'® MpexaeBpemMeHHOCTTa Ha
eKCcTpacTUMynuTe ce yBenmnyaBa Ao NocTuraHe Ha pedpakrep-
HOCT WA MHAYKLUMA Ha MOCTOAHHA KaMepHa Taxnaputmua. Toii
KaTo Ma BEPOATHOCT NpexAeBpemMeHHa KaMepHa CTUmynauma
C MHOIO KpaTbK UHTEpBan Ha KynnupaHe fa ungyumpa KM, a
He moHomMopdHa KT, pa3ymHO e, ako 3a MO3WUTUBEH pe3ynTaT
NPy KOHKPEeTHWA MauMeHT Ce cYMTa Camo MHAYUMpPaHeTo Ha
npogbmkutTenHa MoHomopdHa KT, npexxaeBpemMeHHOCTTa Ha
eKcTpacTUMynuTe aa ce orpaHnyun fo mmHumym 180 mc. EOU
Moxe aa ce nosTopu B [IK usxopeH TpakTt (RV outflow tract,
RVOT) nnwn B JIK.

EOU moxe fia ce n3nonsBa 3a AJOKYMEHTMpPaHe Ha pUTbMHa
NpryrHa 3a CMHKON 1 TpsA6Ba fa ce M3Mos3Ba 3a UANOCTHA An-
arHoCTMKa Ha cuHKona. lNon3aTta e Hal-rofAMa Npu NaLneHTn ¢
CAD un JIK pucoyHnkuma. EOU moxe pa ce n3nonsea u 3a [OKY-
MeHTUPaHe NN NPoBOKMpaHe Ha bpagnapuTMun nnm AV 650K,
KoraTo Apyrute nscnefBaHna He ca ganu geGrHUTUBHA MHPOp-
Mauua. lnarHocTmyHaTa My CTOMHOCT Bapupa B LUNPOKM FpaHu-
uw, B 3aBMCMMOCT OT nogbopa Ha nauneHtute,"" n e HUCKa npu
NINMCa Ha CTPYKTYpHa 6onecT Ha cbpueTo unu abHopmHa EKT.
MpwY NaumreHTy CbC CUHKOM, XPOHMYeH 6eapeH 610K 1 MOHMXe-
Ha n3TnackBaula dppakuua (< 45%) KT moxe fa 6bae nHayumpa-
Ha no Bpeme Ha EOV B o 42% ot cnyvauTe. Mpn naymeHTn cbe
cuHKoM 1 6eapeH 610K panwnBo-HeratneHoto EQU e vecto.'?
EOW moxe fa npoBoKMpa HecneunduyHy TaxmapuTMmUyHn OT-
roBOpU Npu NaLmeHTn cbe 3anaseHa JIK yHKLmMA, KOUTo HAMAT
CTPYKTYpHa CbpheyHa bonect.

Monsata ot EQU 3a onpepensHe Ha mporHos3ata M Ha-
COYBaHe Ha TepanuATa Npu NayveHTn C KapanommonaTum n
CMHAPOMM Ha HacneACTBEHA MbPBUYHA apUTMMA ce obCcbxaa
B pa3sgenu 7 n 8. Hakpatko, EOU nma mAcTo npu naymeHTm
¢ ARVC"3"M% yay KM, Ho He gonpuHaca 3a ugeHTuduka-
LUMATA Ha BUCOKOPMCKOBY NauveHTu npu XKMI (knac 111).1"6
LUlo ce otHaca po kaHanonatuute, EOU He e nokasaHo npu
LQTS,"” CPVT™ n SQTS,""811° a nonsara oT Hero e cnopHa npu
crHApoma Ha Brugada.'?°

C/YHKOMBT NpY NauMeHTn CbC CTPYKTYpHa CbpAedHa 6o-
necT n ocobeHo cbe 3Haumma JIK ancdyHKuma e 3acTpalumTen-
HO ABneHne. HenoctoaHHa KT npu Xontep moHUTOpuUpaHe,
CUHKOMN M CTPYKTYpHa CbpheyHa 60necT ca BUCOKOUYYBCTBU-
TEeNHU NPeAMKTOpM 3a Hannume Ha uHayumnpyema KT. ChHKonbT
B CbyeTaHMe CbC cbpheyHa 60necT U NOHMXKeHa N3TNackBalla
dpaKkuma nokasBa BMCOKA CKIIOHHOCT KbM peuunanBupaHe u
CMBbPTHOCT,'?! fopu 1 Npun HeratTueHM pesyntatu ot EOU. EOU
e nonesHo npu nauyneHTn ¢ JIK gucoyHkuma, gbnxaia ce Ha
npeplwecTBaly, MMokapaeH nHdapKT (M3tnackeawa dpakyma
<40%), HO HAMA BUCOKA YYBCTBUTENHOCT NPY NALUEHTHU C He-
NcXeMmnyHa Kapanomuonatua. MHayKumaTa Ha nonumopdHa
KT nnn KM, ocobeHo ¢ arpecnBH/ CTUMYNALNOHHN TEXHUKN,
He e cneunduuHa. NMpu CAD agnarHocTMyHaTa NPOAYKTUBHOCT
MoXe fla gocTturHe 50%.

Queypa 1 wnocTpupa npepnaraHuAa AMArHOCTUYEH an-
ropuTbM MPK MALUEHTU, KOUTO Ca MPEeXMUBenu npekbcHat
CbpAeYeH apecT, JOKaTO NOAXOABT KbM CbpAeYEH apecT Ha
¢doHa Ha cneyndrYHM CHCTOAHNA € onmncaH B pasgenn 5-12.
OHnalin mabnuya 3 npepcTaBa Bb3npreTaTta HOMeHKNaTypa
npuv cnomeHasaHe Ha KA B To3u fokymeHT.'?2 3cnensaHunATa,
pa3KkpuBawm cneunduyHy 3a pasnnyHuTe 601IeCTU HaXOAKM,
ca fapeHu nogpobHo B OHialH mabauya 4.

4. Tepanus npv KamepHu
apuTMun

4.1. JleueHune Ha NOANEKALLOTO CbPAEYHO
3abonABaHe

DyHOameHTaneH acnekT B yCnewHoTo feveHne Ha KA n npe-
BeHUMATa Ha BCC e epeKTMBHOTO OBnajABaHe Ha nogne-
XKawmTte 6onecTv U NpUApPYyKaawmuTe cbcToaHmA. OcTpoTo
B/IOLIaBaHe M NPOrpecuBHUAT ynagbk TpabBa Aa ce n3bAr-
HaT Npu Te3n cbcToAaHuA. MpuapyxKaBawmte 3abonasaHuA,
ynecHABalM NPOBOKMPAHETO UM AONPUHACALLM 3a pPa3Bu-
TMeTO Ha cyb6CTpaT, KOWTO MpaBU NPOAbIKMUTENHA AajeHa
KA, Tpa6Ba cblwo fa 6baaT nocTaBeHn Noj KOHTpon. Jleye-
HMEeTO Ha CbpAeyHnTe 6oNeCcTn NPeTbPNA 3HaYMTENHA NPO-
MAHa cnej NpoBeXAaHeTo Ha MNIOLOTBOPHM M3NUTBAHMA Ha
AHTMapUTMNYHK nekapcTtea u ICD. T KaTo BEpPOATHOCTTA
3a MoBTapAHe Ha TaKkyBa U3NUTBaHWA e Manka, Tepanes-
TUYHUTE M3BOAU OT OPUTrMHaNHUTE n3cneABaHUA TpAbGBa
fAa 6bAaT NpuUrofeHn Kbm CbBpemeHHWUTe ycnosuA. Hesa-
BMCMMO OT TOBa, CbBPEMEHHOTO JleyeHne Ha noanexalyure
CbpAeYHO-CbAOBU BonecTn TpaAbBa fa 6bAe ONTUMM3NPAHO
(cboTBeTHMTe Npenopbku Ha ESC mor ga 6bAaT HamepeHu
Ha appec http://www.escardio.org/Guidelines-&-Education/
Clinical-Practice-Guidelines/listing).
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KnuHnyHa aHamHe3sa
« AHrMHa NeKTopuc NN HeJOCTUr Ha Bb3ayX

« EKT no Bpeme Ha Taxvkapaua

« ®amnnHa aHamHe3a 3a npexxaeBpemeHHa BCC (Bb3pact <40 roguHum) nnm paHo nosBuma ce CbppaeyHa bonect

MeavKaums)

JIKOW = neBokamepHa nstnacksawya ¢pakums; NSTEMI =
STEMI =

OcTpa ucxemnsa EKT KepTBu Ha BHe3anHa cMbPT
(STEMI, NSTEMI) Exokapaunorpama « AyToncua B Konabopauus ¢ naTonosu
g::m:?aa " +Mpo61 OT KPBE 1 ThKaHN

- MonekynapHa cnea MakpoCKOmncka aytoncusa

Apyra npexogHa
NpUYNHa, Hanp.
« lekapcTtBa
« Enextponutn aHaMHe3a?
«[pbaHa Tpasma « MpepanoxeHue 3a GaMUIIHO KOHCYNTVPaHe 1 NoaKpena
+ HacouBaHe 3a damunHa Kapguonornuta / BCC oueHka
CnelHa aHruorpama
W peBackynapvsaumsa + ¢ +
Mpemaxsane Cycnekuma 3a CTPyKTypHa Cycnexkuua He ce oTkpuea
Ha npexopHaTa cbppeuHa 6onect 3a HacnepCTBeHa cbpaeuHa 6onecr
npuunHa W BPOAEHU CbpAe4Hn 6onectun apuTMoreHHa 6onecr
Bropuna (Hanp. crabunta CAD, nnn
npeseHLuA Ha BCC capkougo3a, KapamommonaTus
(ACEi, Gera-6riokepu, aopTHa KnanHa 6onect, AKMI)
CTaTuH,
[I'Ipeuem(a ) AHTUTPOMOOLIUTHM A T
3a CbpAeYHOCHA0BU CpeFlCTBa) |
6Gonectu I'IosropHa OLeHKa
CEKT Ha JIKOU [lonbnHTenHa oueHKa Npu naunenTa, B T.4.p
6-10 cegmuuy « Ctpec-TecT, 48-h Xontep
« Exokappviorpama / CMR
cnep cb6uTNETO + O6cbxaaHe Ha kopoHaporpadua
+ AHamHesa « HacouBaHe Ha naLeHTa KbM CrieLjnanisvupanm LieHTpoBe
+ ipyru Tectose 3a OLleHKa Ha p1CcKa, KaTeTbpHa abnauwa, meaukauwa n ICD
- [poBoKaLwa ¢ nekapcraa, EOU
Mpeuenka O6cbxpaaHe « CMR, CT, M1okappHa 6roncus
33 BB3IMONHO Ha ICD B KOHTeKcTa « CurHanHo-ycpenHeHa EKI, TEE B 3aBucumoct
OTCTpaHABaHe Ha BTOpUYHaTa OT cycneKkTHaTa 6onect
Ha npuYmnHata ) \_ npeBeHyMnA )

|

1

! « JleueHue Ha nognexalyara
: cbppeyHa bonect (Hanp.

0 KrarHa Kopekuus,
1
1
1
1

« OueHka Ha pucka ot BCC

3KnnHWMYHa aHaMHe3a 3a rpbAHa 60/1Ka, IUCMHEA U CUMNTOMM CBbP3aHU C HAKOW CbPAEYH CbCTOAHUA U GaMUTHUTE laHHW.

PHyxpaTa OT AONBAHMTENHN TECTOBE 1 OLeHKM Ce PHKOBOAM OT HauanHaTa OLeHKa 1 CyCNeKTHOTO CbpAeUYHOChA0BO 3a6onaBaHe.

ACEi = aHrMoTeH3nH-KoHBepTMpaLY eH3nm nHxmnbutopu; CAD = KopoHapHa apTepuanta 6onect; CMR = cbpaeyeH mariuteH pesoHaHc; CT = KomnioTbpHa Tomorpadus;
JKMIM = punatatuBHa Kapanomuonatus; EKI = enektpokapanorpama; EOU = enektpodusmonornyHo nscnepsare; ICD = umnnaHTupyem kapauoseptep gedubpunatop;
MrokapaeH nHdapkr 6e3 enesauus Ha ST-cermeHTa; BCC = BHe3anHa CbpfeyHa cMbpT;

MuoKapAeH nHdapKT ¢ eneBauua Ha ST-cermeHTa; TEE = TpaHce3odareanHa exokapavorpadus; KM = kamepHo mbxaeHe; KT = KamepHa Taxukapaus.

|

[la ce uma npeasua
nonyyaBaHe
Ha BTOPO MHeHne
BbpXy NpunynHata 3a KT/KM

CneuundunyHo neyeHue

« [eHeTYHO TecTyBaHe

+ DamuneH CKPUHUHT

« OueHKa Ha puicka ot BCC

Qurypa 1:

4.2, QPapmakoTepanusa npn KamepHa
apuTMmA N 3a NpeBeHLnA Ha
BHe3anHaTa cbpaeyHa CMbpT

4.2.1.06w noaxopn,

MN360pbT Ha noaxogdwa Tepanua 3a oBnagaBaHe Ha KA un 3a
npeseHuua Ha BCC ce dokycnpa Bbpxy aputMmusaTa, npuapyKa-
BalMTEe MeAULMHCKN CbCTOAHUA, KOUTO MoraT Aa AonprHecaT
3a u/unu ga oboCTPAT APUTMUATA, PUCKa, MOPOAEH OT aPUTMU-
ATa, N OTHOLUEHMATa PUCK-MOJ3a NPY NOoTEeHUMaNHaTa Tepanums.
Moaxo4bT KbM KNMHWUYHO NPOABEHATa apUTMUA MOXKe Aia BKIIHO-
4y CnupaHe Ha BUHOBHUTE MPO-aPUTMUYHN NleKapCTBa (BUXKTe
pa3gen 12.5) n nogxofsalla aHTUMapPUTMMYHA Tepanua C nekap-
CTBa, UMNNAHTUPYEMM YCTPOWCTBA, abnaymsa nnm xmpyprusa. 3a
cneyndryHM yKasaHUA OTHOCHO dapmakoTepanuaTa, BUXKTE
TEKCTa 1 TabnuunTe C NpenopbKuUTe NpU pasnyHMUTe Nnokasa-
HWA, [aAEHN B NOJPOOHOCTY B MO-HATaTbLlWHM pa3feny Ha Tesun
npenopbKy.

LOvarHoctnueH aJIrOPUTDHM NPU NMaUUEHTU C NPOADBIIXKUTENTHA KaMepHa TaXnkapana Wi KaMepHO MbXAeHe.

4.2.2. AHTNapUTMUNYHW NIeKapCcTBa

C usKknoyeHne Ha H6eTa-6nokepute, HaNMMYHMUTE MOHACTOALLEM
aHTUAPVTMUYHN IEKapPCTBa He ca NoKasanu eGeKTUBHOCT B paH-
JOMM3MPAHN KNMUHUYHK U3nuTBaHus (randomized clinical trials,
RCTs) BbpXy MbpBUYHOTO JleUeHKEe Ha NaLUeHTU C KMBOTO-3a-
cTpawasawy KA nnu npeseHumAta Ha BCC. OTtpenHu npoyuy-
BaHMA C aMVOAaPOH Ca MoKasanu NoNoXNUTENHY pe3ynTaTi, HO
TOBa He e MOCTOAHHO fABeHune.'?*1?* KaTo Haln-o06uwwo npasuio,
aHTUAPVUTMUYHKTE CpeAcTBa MoraT Aa 6baat edeKTUBHM KaTo
AOMbJIHUTENIHA Tepanua NPV NIeYEHNETO Ha NaLUeHTH, nogaTv-
BW Ha apUTMKA, B KOHKPETHY cuTyauun. lNMopaay noTeHumanHmu-
Te HebnaronpuATHN ePeKTN Ha aHTUAPUTMUYHUTE NIEKapCTBa,
Te TpA6Ba Aa 6bAAT M3NON3BaHM C MOBULIEHO BHUMaHUe. B To3u
pa3gen ce npasu nperneq Ha dapmakoTepanuaTta 3a KA ¢ uen
npeseHUMA Ha peunaunsupalla KT (Tabauya 5).

BcAKo nekapCTBO Kpue 3HaumMTeNeH noTeHuman 3a NpuymHaA-
BaHe Ha HeXenaHy CbOnTWA, BKNIOYMTENHO NpoaputMma. MHo-
ro NpoAaBaHy CbPAEYHN 1 HECbPAEYHM NeKapCTBa NPUYMHABAT
crHycoBa 6pagukapana n AV 610K, HAKOW HapyLuaBaT NPOBOAN-
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Ta6n|n|.|a 5: AHTI/I-apI/ITMI/I'lHIII JieKapCcTBa HA/INYHU 3a JieYeHVe Ha KaMepH apuTMnuu B noBe4yeTo EBPOHGﬁCKM CTpaHn

AHTn-aputmnyin  MepopanHa
Aosa

NeKapcTBa (knacno

YecTn unmn BaxKHun
HeXenaHu peakuumn

Moka3zaHua

CpreqHu npoTMBONOKa3saHNA N npeaynpexaeHna

Vaughan Williams)  (mg/day)?
MynmoHanHa ¢u1bpo3a, Xxunotupeonau-
CbCTOAHUA M MPUAPY»KaBALLO JleYeHre CBbP3aHo C yabkasaHe Ha QT-
3bM U XUNEPTUPEOUAN3bM, HeBPONaTuK,
MHTepBan; HacneacTBeH LQTS; cuHycoBa bpaankapamnsa (0CBeH ako He e
oTnaraHnsa B KOpHesTa, GOTOUyBCTBUTEN-
AmuogapoH (111) 200-400 KT, KM HanuLe cbpfeyeH apect); 6oNnecT Ha CUHYCOBUA Bb3e (ako He e HanuLe
HOCT, IPOMEeHM B LIBETa Ha KoxaTa, Xena- Lo
neiicMenKbp); TeXKM HapyLleHnsa Ha AV npoBexpaaHe (ako He e Hanuue
TOTOKCMYHOCT, CWHycoBa Opaamkapans, Lo
nefcMenkbp); aekomneHcpara CH unu kapanommonatns
yabmkaBaHe Ha QT-nHTepBan 1 paako TdP.
TeXka cuHycoBa bpaamKapama 1 6onecT Ha CUHYCOBKA Bb3en (ako He e
BbpoHxocnasbm, XWNOTOHWA, CHUHYCOBa PVC KT Hanvue nefcmerikbp); HapylleHna Ha AV npoBexaHeTo (ako He e Ha-
BeTa-6nokep (Il) PasnnyHa | 6paavkapaua, AV 610k, ymopAaemocT, fie- LQlTS " | nuue neitcmeiikbp); ocTpa dpasa Ha MuoKapAeH MHOAPKT (fa ce u3bAreat
npecus, ceKCyanHu HapyLeHua. npwv 6paavkapana, xunotoHus, JIK HeaoCTaTbYHOCT); AeKOMMEHCMpaHa
CH; aHrnHa Ha Prinzmetal.
HeraTBHO MHOTpOMHO [elicTBNe, pas- L
TexKa 60necT Ha CUHYCOBWA Bb3eN (aKo He e HanuLe Nencmenkbp); Tex-
wupABate Ha QRS komnnekca, AV 610k, KW HapyLueHua Ha AV MpoBOAVMMOCTTa (ako He e Hanumue nencMenkbp);
Ownsonupamug (I1A) 250-750 | npoaputmua (MpencbpAHO TpenTeHe, KT, PVC Py P o
TEXKW HapylleHWA Ha BbTpeKamepHaTa MPOXOAMMOCT; MpepLlecTBall
moHomopdHa KT, paako TdP), aHTuxonu-
MuoKapgaeH nHdapkT, CAD; CH; HamaneHa JIKOW; xunoToHua.
HepriyHn edpexTu.
HeratmBHO MHOTPOMHO AeiCTBUE, pa3- JvchyHKUMA Ha CMHYCOBMA Bb3en (ako He e Hanule neiicmenkbp); M/
wupsaBaHe Ha QRS Komnnekca, AV 610K, TpenTeHe, (NpV n1nca Ha NpuApYKaBaLLy AV-610KMpaLLyn cpeacTsa); Tex-
CUHycoBa 6paavkapAua, MpoapuTMuA KV HapyLueHWsA Ha AV NpoBOAMMOCTTa (ako He e HannLie NeiicMenKbp); Tex-
OnekaviHupg (1C) 200-400 | (NpeacbpaHO TpenTeHe, MOHOMOPHa PVC, KT KV HapyLLeHUA Ha BbTpeKamepHaTa NpoBOAVIMOCT; NMPEXMBAH MUOKapAeH
KT, pagko TdP)noBuweHa 4ecToTa Ha uHapkT; CAD; CH; HamaneHa JIKOW; xeMogyHaMNUYHO 3HAUMMU KianHu
CMBPTHU CNyYaun cref MUOKapAeH WH- nopouy; cuHApom Ha Brugada; HacnepcTeeH LQTS (pa3nuueH ot LQTS3);
bapkKT. NpUAPY>KaBaLLo JleyeHne CBbP3aHo C yAbKaBaHe Ha QT-uHTepBan.
InchyHKLMA Ha CUHYCOBMA Bb3eN (aKO He e HanuLie NeincMerkbp); TeXKN
Tpemop, Au3apTpus, BUEHe Ha CBAT, rac- Lo
HapyLueHnA Ha AV NpoBOAMMOCTTa (aKo He e HanuLe NeiicMenKbp); Tex-
MekcuneTuH (IB) 450-900 | TpoMHTeCTMHanNHK HapyweHus, xunoto- | KT, LQT3
Ka CH; HamaneHa JIKDW; HacnepcTeeH LQTS (pasnuuen ot LQTS3); npu-
HWA, CUHYycoBa bpaamnKapana.
Npy>KaBalLLo fleyeHne CBbP3aHo C yabKaBaHe Ha QT-uHTepBan.
TexKa 6onecT Ha CUHYCOBYA Bb3eN (aKo He € HanuLe NeicMeiKbp); TEXKI
O6pvB, MUanrua, BacKyauT, XUMOTOHUA, L
HapyLueHnA Ha AV MPOBOAMMOCT (aKo He e Hanuue neiicMenkbp); TEXKN
MpokauHamug (1A) 1000-4000 | nynyc, arpaHynouutosa, 6paavkapaus, KT
HapyLlLUeHVA Ha BbTpeKkamepHaTa NPOBOAMMOCT; NpefLlecTBall, M1oKap-
yAbmxaBaHe Ha QT-uHTepsan, TdP.
neH uHdapkT; CAD; CH; HamaneHa JIKOU; xunoToHws; cuHapom Ha Brugada.
Texxka cHycoBa 6pafnKapana 1 AMCHYHKLMA Ha CUHYCOBWA Bb3en (ako
HeratmBHO MHOTpOMHO AeicTBYe, rac- He e Hanuue nercmeiikbp); MIM/TpenTeHe (Mpy NMNca Ha NPUAPYXaBaLum
TPOVHTECTUHANHU  HapyLUeHUA, pasLin- AV-6r0KMpalLn cpeacTBa); TeXKN HapyleHus Ha AV-NpoBOAMMOCTTA
ABaHe Ha QRS-komnnekca, AV 6nok aKo He e Hanuue neiicMeKbp); TeXKN HapyLUeHUsA Ha BbTpeKkamepHaTa
MponadeHo (IC) 450-900 [P g | pve k| ! Pl Py pekamep
CUHycoBa 6GpaAvkapAua, MpoapuTMuA NPOBOAVMOCT; NpeALIecTBaLy MuokapAaeH nHdapkTt; CAD; CH; HamaneHa
(NpeacbpaHO  TpenTeHe, MoOHOMOpdHa JIKOW; xeMofMHaMMYHO 3HauMM KnaneH Mopok; CHAPOM Ha Brugada;
KT, pagko TdP). HacnepcTeH LQTS (pa3nuueH ot LQTS3); npuapy»aBaLyo neyeHune cebp-
3aHO C yabxaBaHe Ha QT-uHTepBan.
lafeHe, Anapus, ClyxoBU U 3pUTENHU KT, KM Texkka 60necT Ha CYHYCOBYA Bb3e (aKo He e HanuLie NencMenKbp); TeXKN
HapyLeHs, 06bPKaHOCT, XWUMOTOHUA, S éTS ! HapyLeHnsA Ha AV NPOBOAMMOCT (aKo He e HanuLe Neincmeikbp); TeXKN
XuHngnH 600-1600 | TpOMOGOLMTONEHIS, XEMONUTUYHA aHe- o o'\;‘ ha HapyLLeHNA Ha BbTPeKaMepHaTa NPOBOAVNMOCT; Npe/LIecTBaLl, MUOKap-
MUA, aHadpunakcya, yabmkasaHe Ha QRS- Brup - neH uHdapkT; CAD; CH; HamaneHa JIKOU; xunoToHus; HacneacteeH LQTS;
Komnnekca n QT-nHtepsana, TdP. 9 NpUApPY»aBaLLo eyeHne CBbp3aHo C yabxaBaHe Ha QT-nHTepBana.
BuieHe Ha cBAT, rafieHe, 3anek, X1NoToHNA,
FACTOHTECTVHANHM HADYLIGHWS, MaBo TexkKa cuHycoBa bpaavKapana 1 60NecT Ha CUHYCoBKA Bb3en; Texka CH;
PaHonasuH (IB) 750 -2000 P Py ! LQTS3b HacnepcTeH LQTS (pasnuueH ot LQTS3); npuapy»aBaLyo neyeHune cBbp-
6onue, 0bpuB, cuHycoBa bpapvkapaua,
3aHO C yabxaBaHe Ha QT-uHTepBana.
yabmkaBaHe Ha QT-nHTepBana.
TexKa cMHycoBa 6paanKkapaua 1 6onecT Ha CUHYCoBUA Bb3en (0CBEH ako
He e HanuLe NencMenKbp); HapylleHna Ha AV NPoBOANMOCTTa (aKo He e
Cotanon (lll) 160-320 | KakTo npu gpyrute 6eta-6nokepu n TdP. | KT, (ARVC)® Lvl . P); Hapy X POBOA .
Hanuue neiicmeinkbp); Texkka CH; aHrHa Ha Prinzmetal; HacnepcTaeH LQTS;
NpUAPY>KaBaLLo fleyeHne CBbP3aHo C yAbkaBaHe Ha QT-uHTepBana.
o TexKa cmHycoBa bpajvkapana 1 6onecT Ha CUHYCoBUA Bb3en (0CBeH ako
HeraTnBHoO MHOTpPONHO AeicTBMe (0cobe- . .
He e Hanuue neiicMenKbp); TeXKN HapylieHna Ha AV NpoBOAMMOCTTa
HO NPW NaumeHT ¢ HamaneHa JIKODW), 06- | JIK dpacum- L
(ako He e Hanunue neiicmeiikbp); 0cTpa pasza Ha MUOKapAeH UHPapKT (Aa
Bepanamun (1V) 120-480 | pvB, racCTPOMHTECTVHANHW HapylueHus, | KynapHa
ce n3barsa npy bpaanKapana, XMMNOTOHNA, NIeBOKaMepHa HefoCTaTby-
XWUMOTOHUA, CUHYCOBa Gpaankapaus, AV | Taxrkapana
60K, KT HocT); CH; 3Haunmo HamaneHa JIKDU; npefcbpaHO TpenTeHe Unu MbXae-
e He CBbP3aHO C AOMbJIHUTENHWN NPOBOAHM MbTuLwa (Hanp. WPW cuHapom).

MM = npeacbpaHo MmbxaeHe; ARVC = apuTMoreHHa ieCHoKaMepHa Kapauomuonatus; AV = aTpuo-BeHTprKynapHo(a); CAD = KopoHapHa apTepuanHa 60o-
nect; CH = cbpaeyHa HepocTaTbyHOCT; LQTS3 = cnHapom Ha yabmkeH QT-uHtepsan tun 3; LQTS = cuHapom Ha yabmkeH QT-uHtepsan; JIK = nAaBa kamepa/
nesokamepHa; JIKODU = neBokamepHa n3tnackeaia ¢ppakuyms; PVC = kamepHa ekctpacuctona; SQTS = cuHapom Ha ckbceH QT-nHTepBan; TdP = Torsade de
Pointes; KM = kamepHo mbxaeHe; KT = kamepHa Taxukapaus; WPW = Wolff-Parkinson-White.

2 B Ta3u TabnnLa ca AafeHN 1eKapCTBEHUTE 031 NPU Bb3PaCTHU.

b panonasut e 0fl06peH camo 3a JIeYeHNe Ha XPOHMYHA CTabuHa aHrHa. 3abenexere, ye npuv cneundryHN CbCTOAHNA Ce 3MON3BAT Pa3INYHM [O3U.

€ Cotarnon e nokasaH npu ARVC, Ho ynoTpe6arta My e nocTaBeHa nog Bbnpoc.
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MOCTTa B cuctemata Ha His-Purkinje n npegussuksat AV 6510k
unun 6eppeH 610K, AOKATO APYrY yAb/KaBaT KamepHaTa peno-
napusauma n QT-uHtepBana. Taka aHTUaPUTMUYHUTE NeKapCTBa
MoraT MoTeHUManHo fa NpeAmM3BMKaT XKMBOTO-3acTpallaBallyn
KaMepHU TaxmapuTMmu, NofobHo (HO € NO-BMCOKa YecToTa) Ha
HAKOW He-CbpAeYHOCHAOBM NeKapCTBa, KOUTO CbLO MoraT fa
yabmkat QT-vHTepBana uimn aa 3abaBAT BbTPEKaMEPHOTO Mpo-
BexgaHe.125126

3HaueHue 3a KapanonosnTte nma GakTbT, Ye aHTUapUTMUY-
HUTe cpeAcTBa OT Knac IA (KaTo XMHUAWH, An30Nupamng), Kou-
TO 6MOKMpPaT HaTPMEBMA TOK, 6IOKMPAT 1 Gbp3aTa KOMMOHEHTa
Ha KbCHUA Kopurmpawy Kaanmes TOK M MO TO3U HauMH mMoraT ja
yabmkat QT-uHTepBana. Mo Ta3u npryrHa e ny6nrnKysaHo npe-
aynpexaeHrie oTHOCHO yrnoTpebata Ha 6510Kkepy Ha HaTpreBUTe
KaHanv npuv naumeHTy, KOUTO NpuemaT CPefACTBa, yab/KaBaLlm
QT-nHTepBana, WM 3acerHatn oT reHeTUYHO yHacnegeH LQTS.
Hanocnepbk obaue, 6elle feMOHCTPUPaHO, Ye HAKoM 6rokepu
Ha HaTpueBMA TOK (MPefUMHO OT Knac IB, KaTo MeKcuneTuH, 1
knac IC, KaTo pnekavHug) MHXNbMpaT akTUBHO 1 MaKCMManHus
HaTpueB TOK, M KbCHaTa KOMMOHEHTa Ha HaTpueBKA TOK. Mo To3un
HauMH Te MoraT Aa npeam3BuKaTt ckbcABaHe Ha QT-nHTepBana
npv naumeHTn ¢ LQTS Tvn 3, Tbih KaTo Tasmn popma ce npuym-
HSIBA OT MyTauuK, YCUNBAWM KbCHUA HaTpues Tok.'” Mo Ta3u
npuYMHa, Te3n leKapcTBa MoraT fja ce MMaT NpeABuf C Len CKb-
cABaHe Ha QT-uHTepBana npu nauneHtn ¢ LQTS tun 3 (BuxTe
pasgen 8.1). Jlanu nekapcTBeHO-NPeAN3BUKAHOTO yabKaBaHe
Ha QT-uHTepBana v Apyru reHeTUYHN BapraHTu Ha LQTS pearu-
paT CbLLo Ha 6510KePU Ha KbCHUA HATPUEB TOK CbC CKbCABaAHE Ha
QT-nHTepBana BCe OlLe e HeN3BeCTHO.

Hanocneabk, efAHO repmaHCKO NpoyuyBaHe, W3MON3BaLLo
aKTUBHO HabniofeHne, cbobLlaBa 3a YecToTa Ha MefuKaMeH-
To3HuA LQTS, Bogely po torsade de pointes (TdP), okono 3.2 Ha
eAviH MUIMOH Aywm rognwHo.'?® Cnepn npeueHKa, ye gageHa KA
MOXe fia ce Ab/KN Ha Tepanua C ,aHTUAPUTMUYHO” CpeacTBo,
Bb3MOXHaTa NprYMHaABaLILa Tepanua Tpabsa Aa 6bhe cnpsaHa 1
na 6bae npoefeHo nogxoaawo EKM-npocneassane.

Mpepsug pesyntatute ot Cardiac Arrhythmia Suppression
Trial (CAST),’?° nokasBalyy NOBULIEHNE HA CMbPTHUTE Cllyyan
1 HedaTanHMA CbpaeydeH apecT (7.7%) cpep mauymeHTn C npe-
XKVBAH MUOKapAeH MHOapKT, NeKyBaHW C eHKamHug unu ¢ne-
KauHug, cnpAmo nnauebo-nekyBaHuTe nauveHTn (3.0%), bewe
n3pafeHo NpoTMBONoOKasaHue 3a ynotpeba Ha knac IC 6nokepu
Ha HaTpueBWTe KaHanu cnef MuokapaeH uHdapkT. MNpoTtuso-
nokasaHneTo Gelle paswWwmpeHo C Apyru Knac | aHTMapuTMmnyHmu
CpefcTBa, 3aLl0TO Te, MaKap Ye He MOBULIABAT CMbPTHOCTTA, KO-
rato ce M3non3BaTt 3a HamanfABaHe Ha apUTMUYHMA TOBAp Npu
NauMeHTn C NPeXUBAH MUoKapAeH UHGAPKT, He ca JoBenu Ao
HaManABaHeTo 1 (3a M3TOYHULNM 1 OBCHKAAHE Ha pe3ynTaTuTe,
BUXKTe pa3gen 5).

YnotpebaTta Ha nekapcTBa Npu CMHAPOMM Ha HacNeACTBEHA
nbpBrYHa aputMuna (LQTS, SQTS, cnHgpom Ha Brugada) n kapaum-
omMMonaTnn e N3BbH opuLManHUTe NOKasaHUA 3a CbOTBETHUTE
nekapcTBaa.

4.2.2.1. bema-6nokepu
MexaHV3MbT Ha aHTUapuUTMMYHaTa edUMKACHOCT Ha GeTa-6no-
KepuTe BKJlOUBa KOMMNETUTUBHA GeTa-agpeHopeLiernopHa 6no-
Kafa Ha ornocpeAcTBaHN OT CUMMNATMKYCa NYCKOBY MEXaHN3MMU,
KoeTo 3abaBs CMHycoBaTa YeCcToTa, M BEPOATHO MHXMOULMA Ha
JOMbJIHUTENHOTO KanuueBo 0CcBOOOXAaBaHe OT praHOAWH pe-
LienTOpHUTE KaHanw.

beTa-6nokepute NoTncKaT ePeKTUBHO KaMEPHUTE eKCTpa-
cncTonun 1 apuTMmnn, Kakto v BCC npu pasnnyHu cbpaeyHn 3a-

6onaBaHVA Npu nauneHTn ¢ 1 6e3 CH. BeTa-6nokepuTe ca edek-
TUBHM M MO MpUHUMN 6e30MacHM aHTUAPUTMUYHN CPELCTBa,
KOUTO 6s1Xa CUMTaHM 33 OCHOBEH €/1IeMEHT Ha aHTMapPUTMMYHaTa
neKkapcTBeHa Tepanus. Hanocneabk obave egnH HayyeH pernc-
Tbp Ha 34 661 NauneHTN C MUOKAPAEH MHOAPKT C efleBaLmA Ha
ST-cermeHTa (STEMI) unn 6e3 enesauyna Ha ST-cermeHTa (non-
STEMI, NSTEMI) ycTaHOBW, Ye Npu NALMEHTH C ABa UK NoBeye
puckoBu pakTopa 3a WOK (KaTo Bb3pacT >70 roguHu, Cbpaey-
Ha uvectota >110 ya./MWH., CUCTONHO apTepuanHO HanAaraHe
<120 mmHg) pUCKBT OT CMBPT e 6Un CUrHNGUKAHTHO MO-BUCOK
npu nekyBaHuTe ¢ 6eta-6nokepu [NSTEMI: OR 1.23 (95% CI 1.08,
1.40), P = 0.0016; STEMI: OR 1.30 (95% Cl 1.03, 1.63), P = 0.025].13°

Kato usano, 6eta-6nokepute ca Tepanua Ha Nbpeu 1M360p
npu neyeHneTto Ha KA n npeseHumATa Ha BCC.

4.2.2.2. AmMuodapoH

AMMOZAPOH MMa WWNPOK CNEKTbP Ha AENCTBMA, KOWTO BKJIOUYBA
6510Kafa Ha AenonapusmpalymTe HaTpueBy NOTOLM U Ha Kanu-
€BUTE KaHanu, KOUTO MpOBeXAaT penosiapu3unpall ToK; Tesu
LAencTBNA MoraT Aa MHXMburpat unm ga npekbcHaT KA ypes nos-
NMsAiBaHe Ha aBTOMaTV3Ma U PUEHTPU-MeXaHN3Ma.

M3nutBaHeTo Sudden Cardiac Death in Heart Failure Trial
(SCD-HeFT) nokasza nunca Ha nopgobpeHa NpexmBAeMoCT OT
fleyeHne C ammoaapoH cpelly nnauebo npu naumeHTy ¢ JIKOU
<35%.5* 3a pasnuka oT 6rokepuTe Ha HaTpueBuTe KaHanu'?!
obaue, amrofapoH Moxe fa ce u3nonsea, 6e3 Aa ysenvuyasa
CMbPTHOCTTa NPK NaumeHTn cbe CH.'3?

MeTa-aHanus, BkntouBaly 8522 nauneHTn cnef MMOKapAeH
NMHGAPKT unun cbe cuctonHa CH paHgomMm3vpaHmn fa nonyvyasaT
ammofapoH unu nnauyebo (KOHTponHa rpymna), nokassa, ye Ha
Bcekn 1000 naumeHTn, nekyBaHn C aMMO[apoH, ca NpefoTepa-
TEeHW 5 C/lyyas Ha CMbBbPT MO BCAKAKBU NPUYNHW, 24 cnyyana Ha
CbpAEUYHO-CbAOBA CMBPT 1 26 Clyyas Ha BHe3anHa CMbpT.'>
AbconioTHaTa pefyKuMA Ha prcKa OT CMbPT MO BCAKAKBa Npu-
ymHa ¢ 1.5% He gocTura cTaTucTnyecka 3Ha4MmOoCT.

XPOHUYHOTO NPUNOXKEHNE Ha aMMOAAPOH € CBbP3aHO CbC
CJIOXKHWN JleKapCTBEeHN B3aMMOLENCTBMA Y MHOXECTBO HeXe-
NlaHN M3BBbHCBPAEUYHM peaKkuun, BKAOYBALWM LWMTOBMUAHATA
)Kresa, KoxaTta M noHsAkora 6enute gpobose n yepHUa Apoo.
Heobxoanm e penoBeH KOHTPOS Ha 6enute gpobose, YepHUs
Apo6 n TnpeonpaHata dyHKUMA. o NpaBMno, KONKOTO No-gbi-
ro npofbikaBa TepanuaATa 1 KOJIKOTO MO-BUCOKA e Jo3aTa Ha
aMMOJApOH, TOSIKOBA MO-TOJIAMA € BEPOATHOCTTA HeXenaHuTe
edeKTV Aa foBedat [0 CNMpaHe Ha JieKapcTBOTO. B cpaBHeHme
c nnaue6o, 10% oT nauneHTTe, paHAOMM3NPAHW fa NosyyaBat
aMMOAAapOH, ca cnpenu Tepanuara.'3

4.2.2.3. Comanon/d-comanon
PauemnyHaTa dopma Ha coTanon, MHXMOMTOp Ha 6bp3aTta Kom-
MoHeHTa Ha 3abaBeHUA KopUrMpaly Kannes TOK, MpUTExaBall
6eTa-6noKkMpalym CBONCTBA, NoTncka epekTneHo KA. Cotanon
MOXe f1a ce n3nonssa 6esonacHo npv nauveHtu ¢ CAD,'3413> ako
HAamaT CH. Hanpumep, B npoyuBaHe npu 146 nauymeHTn C npo-
abvmxutenHn KA n ICD, cotanon e Hamanun cCUrHNPUKaHTHO Yec-
TOTaTa Ha peunanBrpPaHe Ha NPOABIIKUTENHNTE KaMePHY TaXu-
apUTMMM B CPaBHEHME C HUKaKBa aHTUapUTMUYHa JlekapCcTBeHa
Tepanus, Ho He e Noao6pUN NpexmnesemocTTa.'*®

OcBeH TOBa, eiHO NpoyyYBaHe ¢ d-coTanon, YNCT MHXUOUTOP
Ha 6bp3aTa KOMMOHEHTa Ha 3abaBeHNA KOPUT1paLY Kannes TOK,
npwv 3121 naumeHTn ¢ JIK anuchyHKUMA cnep MmokapaeH MHpapKT
e CNpAHO NpeXxAeBPeMeHHO, NopaAn NMOBULIEHWE HAa CMbPT-
HOCTTa B rpynaTa nekyBaHu ¢ d-cotanon nauymeHT [RR 1.65 (95%
Cl 1.15, 2.36), P = 0.006], BepoATHO nopaan KaMepHu npoapuT-
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MWW, BbMNPEKU Ye ca JOKYMEHTUPaHW MHOTO ManbK 6pol ciyyan
Ha TdP.'¥” Taka ue coTanon He TpA6Ba Aa ce U3Nos3Ba NPy Te3n
naumneHTn, ocBeH Npu nmnnaHTupaH ICD. YnoTtpebaTa Ha aHTU-
APUTMUYHM [O3M COTANON Hanara BHUMATEIHO MOHUTOPUpPaHe
¢ EKI, ocobeHo npu naumeHTn ¢ HUCHK MHAEKC Ha TeflecHa Maca
UM HapyLeHa 6bbpeyHa GyHKLMA.

4.2.2.4. KombuHupaHa mepanus

[aHHWTe 3a KOMOVHMPaHa Tepanua C aHTUAPUTMUYHUN CPeACTBa
Ca OCKbAHM M TakMBa KOMOWHaUMK TpsibBa Aa GbaaT cBedeHu
[0 NaureHTy, MPU KOUTO ca M3npobBaHn ApYrv BUAOBE aHTUa-
PUTMWYHO NeveHre (BKIOYMTENHO aHTUAPUTMMYHA MOHOTepa-
nMA € PasfiMyHN CPefAcTBa, aMMOAAPOH 1 KaTeTbpHa abnauus),
6e3 3310BONMTENTHO NOTUCKAHE Ha enun3oanTe Ha aputmus. Mpu
naumeHTn ¢ yecta KT ca nanonssaHu KOMOMHaLUM OT BioKepu
Ha HaTpreBWTe KaHanu 1 6nokepu Ha KanveBuTe KaHanu (Hanp.
MEKCUNETVH U COTanon Win ammodapoH u dnekanHua/npona-
$eHOH), 06MKHOBEHO MpKY NMaUUeHTU C YecTu peunamnsm Ha KT,
Kouto nmart gedpubpunatop. beta-6nokepHaTa Tepanus B KOMO6U-
Hauma C aMrnofapoH HamansaBea 6pos Ha WwokoseTe oT ICD; Bbnpe-
KW TOBA, HeXeNlaHW peakumy MoraT Aa AoBeAaT Ao CnupaHe Ha
nekapcTearta npy 3HaunTeneH 6poi naumeHT.'>® PaHonasuH e
13non3BaH B KOMOVHaLUWA C APYrv aHTUAPUTMUYHUN CPeACTBa 3a
noTuckaHe Ha KT B ciyyain Ha pedpakTepHOCT KbM NekapCTBeHN
cpencTsa.’*® Heob6xoaumo e BHUMATENHO crieaeHe Ha EKM u cbp-
JeuHaTa QyHKUKMA 3a OTKpMBaHe Ha Bnowagaua ce JIK dyHkums
N/MAn NPU3HaLUM Ha NPOAPUTMUA NPU TaKMBa NaLNEHTU.

4.2.3.MaumeHTN Cc KapguosepTtep aepnbpUnatTop
MHoOro naumeHTV C MMMNNAHTPAH KapanoBepTep Aedpubpuna-
TOp Ce neKyBaT ¢ 6eTa-6510Kepy 3a CBeXAaHE [0 MUHUMYM Ha
nogxopAwmTe (MOTUBUPaHUTE) 1 HenoaxoaAalwmTe (HeMOTUBY-
paHuTe) Hamecn Ha ICD. MauuneHTn C NOBTapALWM Ce LWOKOBE OT
KapavoBepTep gedunbpunatopa MoraT ga MMaT nosisa oT npemMu-
HaBaHe KbM COTasioN 3a MOTUCKaHe Ha NpeAcbpAHaTa apuTMuA,
KakTo 1 KA.'*® Cotanon obaue Tpsabea aa 6bae m3bArsaH npm
naumeHTn ¢ Texko notucHata JIK ¢yHkuus. Tl KaTo MHOrO OT
Te3U NauveHTU UMaT HapylleHa 6bbpeuHa dyHKUMA, No-edek-
TMBHaTa KOMOVHaALUA Ha aM1OAAPOH ¢ 6eTa-6nokepu Moxe aa
ce npeanoyete npep cotanon.'8

AHTVapUTMMYHaTa NleKapCcTBeHa Tepanus HNKOra He e NokKa-
3aJ1a ACHO HamManABaHe Ha BHe3arnHaTa pyTbMHa CMbPT Npw na-
LMEHTK, KOUTO BeYe ca Npexusenn xmportosacTpalasaiya KA.
Bce nak, npu nauueHT ¢ npekapaH MrokKapgeH UHGapKT 1 npu
nauneHt cbc CH ammopapoH HamanABa YyecToTaTa Ha TakuBa
aputMnn'?3124133 1 ce nprema, ye NEKapCTBOTO AENCTBUTENHO
npepnara n3BecTHa NpoTekuma cpely ceprosHa KA npu nayum-
€HTWTe, KOUTO Beye ca MManu Takrea CbouTuA. MoHMKaBaHeTo
Ha CMBPTHOCTTa OT apuUTMUKN obaye He U3rnexaa CBbP3aHO C
NMOHMXaBaHe Ha oblyaTa CMbPTHOCT, @ HeXenaHuTe peakuum
KbM aMUOAAPOH HaManABaT AOMbJIHUTEIHO Mon3aTa OT sieye-
HMeTo. He3aBMCMMO OT TOBa, MPY NauneHTn ¢ umnnaHTupax ICD,
amrofapoH, ocobeHo B cbueTaHue ¢ 6eTa-61okepu, HamansBsa
CUrHNGUKAHTHO NHTEpBEHUMUMTE Ha ICD.'38

Mpu naumeHT ¢ ICD, KONTO NMAT NAPOKCU3MANHO W XPO-
HMYHO NpeacbpaHO MbxaeHe (MM) c 6bp3a cbpaeyHa YecToTa
1 HEMOTMBUPAHN LUOKOBE OT KapauosepTep Aedunbpunatopa,
KOHTPONBT Ha 6bp3nA KamepeH OTroBOP KbM npefcbphHaTta
TaXMapuUTMUA MMa BaXKHO 3HaYeHVe 1 B TO31 ClTyyaidi MoXe fia ce
NPWIOXN BHUMATENIHO KOMOUHMpaHa Tepanusa ¢ 6eTa-6nokep
N/MNN He-JUXNAPONUPUANHOB KaslLMeB aHTaroHUCT. AKO TA He
e [OCTaTbyHO edEKTMBHA, OT NMoJi3a Moxe Aa ce 6bae ammona-
poH. Ako dpapmakonornyHata Tepanusa unm abnauuaTta Ha MM ce

oKaxe HeedeKTMBHA, NPV U3bpaHy Cllyyam Moxe Aa ce HanoXu
abnauyua Ha AV Bb3ena.

4.2.4.EnekTponnutu

MprnoXxeHneTo Ha Kanui 3a Bb3CTaHOBABAHE HAa HOPManHUTe
H/MBa B KpbBTa MOXe fa nosnvAe 6GnaronpuatHo cybcTparta,
yuyactsawy B KA. MNpunoxeHneTo Ha marHesni Moxe no cneuym-
drYeH HaunH ga noTucHe Taxnaputmmm tun TdP. Enektponut-
HMTe HapyLIeHNA ca YecTn Npu naumeHTn cbc CH, ocobeHo npu
Te3n npremalln BUCOKWU A03M Kalni-CbXpaHABaLM ANYpPeTU-
un. Hanocneabk, eaHo npoyuyBaHe Ha 6a3a JaHHW, BKIOYBALLO
38 689 naLMeHTN C OCTBP MUOKapAEH MHPAPKT, NOKa3a Hal-HK-
CbK puck ot KM, cbppeyeH apect unm cMbpT NpY KOHLEHTpPa-
LMK Ha Kanmsa 3.5-4.5 mmol/L.4

4.2.5.[1pyra nekapctBeHa Tepanus

Cnep MmokapaeH UHGAPKT MAN NPU HEMCXEMUYHA KapauoMu-
onaTusA HacTbnBa HebNaronpuATHO KaMepHO pemofenunpaHe.
Te3un CTPYKTYpHM NPOMEHM, KakTO U CBbP3aHKTe C TAX HapyLue-
HWA B MOHHWTE KaHanu, Morat Aa yBenuuaT noteHumana 3a KA.
Hakonko nekapcTtBa, KaTo aHMMOTEH3VH-KOHBEPTUPALL €H3UM
(ACE) uHxnbutopwu, aHrnoteHsuH Il peuentopHm 611okepu (ARBs)
1N MUHepankopTukoua peuentopHu aHtaroHuctn (MRAs), no-
pobpaBaT 06paTHOTO pemopenvpaHe U HamansaeaT YecToTaTa
Ha BCC.142143 OcBeH TOBa, aHTMKOArynaHTUTe U/UAN aHTUTPOM-
6oUNTHWTE CpeAcTBa MOraT fja CMOMOrHaT 3a HamasnsfBaHe Ha
yecToTaTa Ha KOPOHapPHUTE TPOMOOTUYHUN OKMYy3nK MpU BUCO-
KO-pUCKOBU nauveHTW."** Helwo noseye, qaHHUTE NOKa3Bgar, ye
CTaTUHWTE MOraT ia HaManAT YecToTaTa Ha XXMBOTO3acTpallaBa-
wyte KA npu BUCOKOPUCKOBY NnauneHTn.'*

4.3. Tepanusa c ycTponcTBa

4.3.1. UmnnaHTnpyem KapauoBepTtep gepubpunarop
MmnnaHtupyemn gedunbpunatopu ce n3non3sat npv nauneHTn
oT >30 roguHu. MbpeuAaT ICD ce e MNNAHTMPaN XUPYPruyHO 1
e 6un CBbp3aH C NPOBOAHULN, UMKCMPAHM KbM KaMmepurte no-
CpeacTBOM TOpakoToMuUs. B peaku cnyyam ToBa BCe ole ce npa-
B, HO MHO3MHCTBOTO OT YCTPOMCTBATa U3MoO3BaT TPAHCBEHO3-
HU NPOBOAHMLY, BbBelleHV NPEeANMHO B AACHOTO CbpLie KakTo
3a neuncrupaHe (€QHO- UM [BYKYXVWHHO M eQHOKaMepHO unu
[BYKaMepHO), Taka 1 3a fedpnbpunauus ypes BbTPeKyxXunHHa(u)
cnupana(v) B AACHOTO CbpLE U/WKN KYTUATA Ha UMMIAHTUPaHNA
aedunbpunatop. NMoBeyeTo KIMHUYHM NPOYYBAHMSA, NOAKPens-
Wy ynoTpebata Ha ICD-Tepanus, ca npoBefeH C TPAaHCBEHO3€eH
ICD. MbpBurTe naumeHTy, nonyunnu gedubpunatopu, ca 6unm
cnep npexunBAHO KM nnn npekbcHaT cbpaeyeH apecT. [1o-Kbc-
HU MPOYyuYBaHWA [EeMOHCTpMpaxa nossa ot gedubpunatopHa
Tepanus Npv NaumMeHT C MOBULIEH PUCK OT BHE3aMNHa CMbPT. Te-
panuaTa ¢ ICD npegoTBpaTsABa BHE3aMHa CMbPT M YA b/KaBa Xu-
BOTa Ha MaLMEHTN C BUCOK PUCK OT BHE3aMnHa PUTbMHA CMbPT,
npy yc/ioBMe 4Ye MauueHTBT He CTPaja OT APYrU CbCTOAHMS,
KOWUTO OrpaHnyaBaT OYaKBaHaTa NpPeXmBAemMocT o <1-2 rogu-
HW.'46 [IbAroCpOUHN NPOyUYBaHMA Ca AEMOHCTpUpany epuKkac-
HocT Ha ICDs™ un ycTpoiicTBa 3a CbpheuHa PeCUHXPOHM3MPaLLa
Tepanusa n gedubpunaumsa (CRT-Ds)'*® npu cpeneH nepuop Ha
npocneasBaHe 8 1 CbOTBETHO 7 rOANHM.

Ot gpyra cTpaHa, gedpubpunatoprute MoraT Aa NPUUUHAT
YCNOXHEHWSA, BK/IIOUYMTEIHO HEMOTUBUPAHM LIOKOBE, KOUTO
ca ocobeHo yecTn npu Aeua.' CKOpOLWHO NpoyyBaHe BbPXY
>3000 nayueHTn ¢ ICD nnn CRT-D ycTaHoBM 12-roguiiHa Kymy-
flaTMBHA YeCcToTa Ha HeXenaHu cbbutmsa ot 20% (95% Cl 18, 22)
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3a HEMOTMBMPAH LWOK, 6% (95% Cl 5, 8) 3a cBbp3aHa C ycTpoi-
CcTBOTO MHOeKumaA, n 17% (95% Cl 14, 21) 3a noBpeamn Ha enek-
Tpopa.'°

Bbnpekn nokasaHuaTa 3a ICD-Tepanua npu naumeHTn c npe-
KMBAH MMOKapAeH MHPaPKT 1 HamaneHa u3Tnackeala ¢pak-
uMA, KouTo ca ybeanTenHo NofKperneHn OT [OKa3aTeNiCTBEHM
[aHHK, CbLLeCTBYBa OTUETNINBA Pa3/ivKa MeXAy NPenopbKuTe 1
KNMHUYHaTa NpakTuKa B HAKoM cTpaHu. OrpaHnyaBaly pakTop
3a ynoTpeba Ha ICD e BrcoKaTa HayasnHa LeHa.

4.3.1.1.  Bmopuy4Ha npeseHyus Ha 8He3aNHAMA CbpOeYHA CMBPM
U KamepHama maxukapous
Tpw wm3nutBaHua [Antiarrhythmic drugs Versus Implantable
Defibrillator (AVID),'>* Canadian Implantable Defibrillator Study
(CIDS)151 n Cardiac Arrest Study Hamburg (CASH)152] ca npose-
[eHV NPy NauneHT NpexXnBenn CbpheyeH apect Uamn XnBoTo-
3acTpawasalya KA (xemognHammnuHo HectabunHa KA nnu KT cbe
CMHKOM), Npu KouTo neyveHneto ¢ ICD e cpaBHEHO C aHTMApUT-
MWYHa nekapcTBeHa Tepanus, NPeAUMHO amnoaapoH. PesynTa-
TUTE 1 OT TPUTE U3NUTBAHNA Ca AHO3HAYHW, BbMPEKN Ye camo
e[lHO OT TAX MOKa3Ba CTAaTUCTUYECKN 3HAUMMO MOHVXKEHME Ha
obwarta cmbpTHOCT; ICD HamanABa CMbPTHOCTTa OT apUTMUA B
n3nutBaHmaTa AVID n CASH. MeTa-aHanus Ha TpuTe N3NUTBaHWA
e nemoHcTpupan, Ye ICD-TepanuaATa e joBena Ao HaManeHue Ha
pUTBMHATa CMbPT € 50% (95% Cl 0.37,0.67; P = 0.0001), a Ha 06-
warta cMbpTHOCT ¢ 28% (95% Cl 0.60, 0.87; P = 0.006) (OHnalH

ICD 3a BTOpM4YHa NnpeBeHLUNA Ha BHe3anHa CMbPT M Ka-
MepHa TaxuKkapama

Mpenopbkn Knac® | HusoP NsT

WmnnanTtauma Ha ICD ce npeno-
pbuBa NPY NaLWEHTN C AOKYMEH-
TnpaHo KM nnum xemopgmHaMmnyHO
HenoHocuma KT B oTCbCTBME Ha
obpaTMn NPUYMHU Unu go 48 u.
cnen MuoKapaeH MHGapKT, KOUTo
nonyyaBaT XPOHWYHA ONTMManHa
MeAnKaMeHTO3Ha Tepanua 1 npu
KOWTO MMa peanncTUyHN OYvaK-
BaHVA 3a npexuBABaHe B [06BP
dyHKLUMOHaneH ctatyc > 1 rognHa.

151-
154

WmnnanTauma Ha ICD Tpsa6sa pa
ce vMa npeasua Npy NaumneHTn ¢
peuvavBupalla  NPOABIKMTEN-
Ha KT (13BbH nbpsute 48 h vaca
cnen MMoKapaeH NHOapKT), KOUTo
nosiy4yaBaT XPOHWYHA OMTMMasHa
MeAMKaMEeHTO3Ha Tepanus, umat
HopmasnHa JIKOU v npu Kouto nma
peanucTuyHM oyakBaHuA 3a npe-
KuBABaHe B JO6BP GyHKLMOHaNeH
cratyc > 1 roguHa.

Tasn
eKc-
nept-
Ha
rpyna

Mpw nauventn ¢ KM/KT 1 nokasa-
HuA 3a ICD moxe fa ce uma npeasug
aMMO[APOH, KOraTo HAMa [OCTbN
o ICD, Toih e NnpoTMBOMOKasaH no
npuapy»kaBaly MeANLMHCKA Npu-
YMHW UK € OTKA3aH OT NayuneHTa.

155,
156

2Knac Ha npenopbKuTe.

"HyBO Ha JOKa3aTeNCTBEHOCT.

U3TOUHMK(LM), NoAKpPeEeNALL(M) NpenopbKuUTe.

ICD = nmnnaHTupyem Kapauoseptep aedprbpunatop; IKOU = neBoka-
MepHa n3Tnackaawa ¢pakums; BCC = BHe3anHa cbpaeyHa cMbpT; KM =
KamepHo MbXKaeHe; KT = kamepHa Taxukapansa.

ma6nuya 5).'>* AHanM3bT Ha pesynTaTute oT usnuteaHeto AVID
AICHO NOKAa3BarT, Ye nos3saTta ce CBeXxAa eAUHCTBEHO A0 NauueHTn
¢ JIKOU mexay 20 n 34%.'3 TepanusTa nokassa yMepeHo Cb-
OTHOLLEHNE LieHa-ePEeKTUBHOCT 1 NMPenopbKuTe 3a ynoTpeba Ha
ICDs 3a BTOpMYHA NpeBeHLUsA ca 06WOoNpueTy Beye OT HAKOJKO
rogvHn. HAMa CKOPOLUHN AaHHW OT U3NUTBAHWA, KOUTO Aa Mo-
Ka3BarT, Ye NpefuLLH/TE NPENOPbKIN Ce HYXKAAAT OT 3HaUUTeNHa
npomsHa.

4.3.2.MopKoXeH MMNaHTUpyeM KapauosepTtep
Aedunbpunatop

Mpobnemn ¢ gocTbna A0 CbpLETO Mpe3 CbAoBaTa cucTema u
noBTapALWM ce Npobnemy C TPAaHCBEHO3HUTE NMPOBOAHULM [O-
Befoxa [0 pa3paboTkaTa Ha NoaKoxeH aedunbprnatop c enek-
TpofHa CUCTeMa, KOATO ce MOCTaBA U3LANO MOAKOXHO, N3BBH
rpbAHaTa KyxvHa. CuctemaTa BKAlOYBa TpY enekTpopda: KyTua
Ha ICD, puctaneH enektpop Bbpxy AedpnbpmnatopHmsa NpoBos-
HVK 1 NPOKCMMareH enekTpos HaMmrpalLy ce Ha NpUéAN3NTenHo
8 cM OT Bbpxa Ha npoBoAHMKa. Mexxay Bbpxa 1 MPOKCUManHnA
enekTpop MMa HamoTKa 3a fedunbpunauusa cpely aedpunbpuna-
LMoHHaTa KyTua. EnekTpopbT e pa3nonoxeH Taka, ye gucTan-
HaTa YacT Ha NPOBOAHUKa Ce HaMKMpPa Ha JIeBUA CTepHaseH pbo,
a YCTPOWCTBOTO Ce MOCTaBA BbpPXy MeTo NABO Mexpaypebpue
Mexay nABaTa NpefHa v cpefHaTa akcunapHu nMHUKU. TouHaTa
enekTpofHa KoHUrypaumsa 3a ceHsmpaHe ce nNpasu upes npo-
rpamupate. lNpu noeeyeto nauneHTn geprbpunauma ce nocTu-
ra c mowjHocT 80 J.1°

HannyHute gaHHM noackasgart, Ye NoOAKOXKHUTe Aedpnbpuna-
TOpW ca epeKTUBHO CPeACTBO 3a NPeAoTBPaTABAHE Ha BHe3anHa
CMBPT. [laHHM 3@ gbArocpoyHaTa MOHOCMMOCT 1 6e3onacHoCT
Ha leyeHneTo BCe OLLe IMMNCBAT, HO Ca B NpoLec Ha cbbrpaHe. B
e[HO OT Hal-ronemute nsnmuteaHmsa 330 naymeHTu, 304 oT KOUTO
C ycnelHa nMmnnaHTaumsa, ca 6unm noanoXKeHn Ha NpoBepkKa 3a
YMeCTHOCT Ha fedunbpunauyunte n ca NnpocinefeHn ycnewHo 3a
cpeneH cpok ot 11 meceua.’”” He ca HabniogaBaHu npobnemu ¢
NPOBOAHULIATE UAN YCIIOKHEHMSA, CBBP3aHM C NOCTABAHETO UM.

MopKoXeH uMnaaHTUpyem KapanosepTtep aedpubpu-
narop

Mpenopbku

MopkoxHn aepmbpunatopu TpAb-
Ba Aa ce UMaT npeasuj Kato an-
TepHaTUBa Ha TPAHCBEHO3HUTE
nedunbpunatopy npu  nNaunmeHTn
c nokasanua 3a ICD, koraTo He ca
HeobxoAMMMN nencmpatya Tepanma
3a nopkpena npu 6pagukapgus,
CbpfeyHa pecuHXpoHu3auma nnm
AHTUTaXVKapAHO Nencmpane.

157,
158

MopkoxeH ICD moxe pa ce mma
npeasBua Kato nosesHa antep-
HaTMBa Ha TpaHcBeHo3HaTa ICD-
cucTeMa Npu 3aTpyAHeH BEHO3eH
[OCTBM, Cef OTCTpaHABaHe Ha
TpaHcBeHo3eH ICD nopaau nHoex-
UMM MAn Npu Mnagu naumueHTn c
AbnarocpoyHa Hyxpga ot ICD Tepa-
nma.

Tasn
eKc-
nept-
Ha
rpyna

2Knac Ha npenopbKuTe.

"HnBO Ha JOKa3aTeNCTBEHOCT.

U3TOuHKK(UK), NoaKpenAL(M) NpenopbKUTe.

ICD = nmnnaHTUpyem KapamosepTtep aeprbpunatop.
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Bcuukn nHayumMpaHn enusogmn ca 6unm npekbcHaTy YCneLwHo,
118 ot 119 cnoHTaHHW KamMepHW TaxuapuTMnmn, HaCTbNUAN Nnpu
21 gywm, ca 6unu npekpaTeHn oT YCTPONCTBOTO, a efiMH ENU304
€ npeKbCHa CMOHTaHHO NO BpeMe Ha 3apeXKAaHeTo Ha yCTpon-
CTBOTO. TPUHaNCET NpoLeHTa OT NaUMeHTUTe ca NOAYUYUSIN He-
MOTUBMPaH LIOK, Hall-Beye Mopajn HajkamepHa Taxukapaua
WM CBPbX-CeH3MpaHe Ha T-BbJjiHaTa, KOETO ce onucea 1 npu
rpynu ot no-mnagu nauyueHtn.'®® Hackopo ny6nunkysaH peruc-
Tbp OT ,peanHaTa NpakTnKa” c 472 naumeHTun e peructpupan 317
CMOHTaHHM enu3oan npu 85 nauMeHTV B paMKWUTe Ha CpefHO
18 meceua. B Hero 169 (53%) OT nauneHTUTe Ca NoNyYnIn Tepa-
nua 3a KT nnn KM, a camo eunH naumeHT e nouYnHan ot peuun-
ansupawo KM un Texka 6pagukapansa.'® M3nuteaHusTa Bbpxy
nopakoxeH ICD ca 0606LeHn B OHatiH mabauua 6.157-165

[MOAKOXHOTO YCTPOWMCTBO He e NOAXOAAWO 3a MauneHTn,
KOWTO Ce HYX[aAT oT aHTMOpagaukapiHa CTUMynauus, OCBeH
KoraTo Tasu HyXKfa ce cBexpa [0 nepuofa HenocpencTBeHo
cnep BK/OYEHUA WOK (TPaHCKYTaHHO MelicMpaHe MoXe Aa ce
OCbLUEeCTBY OT ypefa 3a 30 ceKyHAM cnep Woka). MauneHTu, Hyx-
Jaeln ce OT CbpAeyYHa pecrHxpoHusmpawa tepanua (CRT), ca
CbLo HenoaxoaALLm 3a neyeHue c noagkoxkeH ICD. MNoakoxeH ICD
€ HernoAXoAALL 1 NPY NaLMeHTU, KOUTO CTpaAaT OT Taxmaputmums,
KOATO MOXe fAa ObJe NecHO MpekbcHaTa Ypes aHTUTaxmKapa-
HO nencrpaHe. YCTPOMCTBOTO Moxe Aa O6bae nonesHo, Korato
BEHO3HUAT AOCTDBN € TPYAEH, NPy MAaan NaunMeHTy n3npaBeHn
npen AOXKMBOTHA TepanuaA C YCTPOWCTBOTO M NPU MaLUEeHTUN C
0COBEHO roNAM PUCK OT BGakTepmemMus (Hanp. ¢ HacToALA WK
CKOpOLLHa TpaHcBeHo3Ha ICD-cncTema). Bbnpeku ye oblyata Ka-
Teropusa NbpBuUYHa NpeBeHUMsA Ha BCC 61 Tpabeano aa e nogxo-
AAwa 3a Tepanua ¢ nogkoxeH ICD, gocera He e npoBeAeHO HUTO
€[JHO ObJITOCPOYHO LIMPOKOMALLAbHO M3NMTBaHe B Tasu mony-
nauma, a AbArocpoyHnTe epeKTn OT TOBa YCTPOWCTBO BCE Olle
He ca HanmbHO pa3bpaHu. Hanpumep, oTaenHW NpoyyBaHna ca
npeacTaBUIM NO-BMCOKA OT CPefHaTa YecToTa Ha HeMOTMBKpPaA-
HU LWOKOBE 1 YC/IOKHEHVIS Hasarawyy NoBTopHa Hameca:'®° ganu
Te3n pesynTaTh Ca CBbP3aHu C HaTPyMBaHe Ha ONUT AN C NO-BU-
COKMA PUCK OT HEMOTUBUPAHM LLIOKOBE Cpef cneunduyHy nony-
naummn octaea BCe ole HepelleH Bbnpoc. CKopoLleH meTa-aHa-
13 Ha 852 nNaumeHTn He NoKasa HUTO efiH CJlyyYal Ha nospeaa
Ha eneKkTpoAa, yCTPOMCTBaTa ca MOAMEHEHM NOopaan Hy»aa oT
[JK nencmpane camo npu 3 naumeHTn, a HenpasuHO NencrpaHe
€ UMarno npu <5% B Hall-KbCHaTa KBapTU/IA Ha BKiouBaHe.'*® B
MOMEHTa Ce NPoBeXAaT NPOCNeKTVBHN PaHAOMU3NPaHN U3MNNT-
BaHWA, CPaBHABALLM ePNKACHOCTTa U YCSIOKHEHMATA NPY NOJKO-
»eH ICD ¢ Te3n npu KoBeHumoHaneH ICD.'™>8

4.3.3.lpeHocum KapaunoBepTtep aepubpunarop-
Kunnetka

Belue nokasaHo, ue BbHLeH fedunbpunaTtop (Noc NpoBOAHNULM 1
eneKTPOAHW NNACcTUHM) NPUKPENEHN KbM CUCTEMA OT KOJTaHW, No-
fo6Ha Ha »KuneTka nnu enek, Morat ycrnelHo aa naeHtnounumpat
1 npekbcHaT KT 1 KM.'%8 He ca ny6nukysaHu npocnektrsHu RCTs,
oLeHABaLLM TOBA YCTPOWCTBO, HO MMa MHOIO JOKMAAM Ha Knu-
HUYHW CNyYau, KIVHUYHW Cepun 1 pernctpu (oT npoussoanTens
WK OT HE3aBMCMU U3TOYHMLM), KOUTO CbOOLLAaBAT 3a ycneLHa
ynotpeba Ha KapanoBepTep fedubpunatop xunetka (wearable
cardioverter defibrillator, WCD) npu oTHOCKMTENTHO Manka nponop-
UMA NaumMeHTV C NOBULIEH PUCK OT noTeHumanHo datanHu KA.
Taka Hanpumep, Chung et al.'®® yctaHoesaBat 80 enusopa Ha KT
unn KM HacTbnunm npm 59 o1 3569 (1.7%) naumeHTn, n3nonssawymn
WCD. MbpBUAT WOoK e 6un ycnewweH npu 76 ot 76 (100%) naumeHT
¢ KT nnn KM cbe 3ary6a Ha cb3HaHuve 1 npu 79 o1 80 (99%) nauu-
eHTM C BcaKakba Bua KT unu KM. Hanocnenbk, Epstein et al.V’0 cb-

KapavnoBepTtep gedpubpunatop-xunerka

Mpenopbkn Knac® | HusoP /E

WCD moxe pga ce mma npensug
npv Bb3PacTHU NaLMEeHTN C flowa
JIK $yHKUMA, KOUTO ca C puUCK
OT BHe3amnHa pWTbMHa CMbBPT 3a
orpaHvuy4eH nepuop ot Bpeme, HO
He ca KaHAMAaTW 3a MMNNaHTUPY-
em pedubpunatop (Hanp. npexop 11b
KbM  TpaHCnnaHTauusa, npexon
KbM TPaHCBEHO3Ha MMMAaHTaums,
nepunapTajsHa KapauomuonaTtus,
aKTUBEH MWOKapAUT ¥ apuTMuu
B paHHaTa ¢asza cnep mMuoKappaeH
NH}ApPKT).

167,
168

2Knac Ha npenopbKuTe.

"HuBO Ha flOKa3aTeNCTBEHOCT.

U3TOUHKK(UK), NoaKpenALw (M) NpenopbKUTe.

JIK = neBokamepHa; WCD = KapgunosepTep aedprbprnatop-xKunerka.

obumxa, ye 133 ot 060 8453 (1.6%) NaumeHT ca nonyumnnmn 309
MOTVBUPAHW LLOKOBE, @ 91% 61nun pecycuymtupan ot KA. Mo To3n
HauMH, YCTPONCTBOTO MOXe Aia CMacy »KM1BOTa Ha BYSHEPAOUIHY
naumeHTn, Ho edUKACHOCTTa My He e noTBbpaeHa. MNpy nauven-
T € npexofHo HapyuweHa JIKOU WCD moxe fa 6bae noneseH
[0 Bb3cTaHoBABaHe Ha JIK dyHKUMA B JoCTaTbuHa CTeMeH, cnep
yBpeXxaawy cbouTUA, KaTo MMOKapeH MHPAPKT, NoCT-napTanHa
KapAromronaTus, MUOKapANUT WY UHTEPBEHLMM, KaTo peBacKy-
napvisauusa cebp3aHa ¢ npexoaHa JIK aucdyHkuma.”! MaymeHTn ¢
aHamHe3a 3a UK C MOBULIEH PUCK OT XMBOTO3acTpallaBawm KA
WM NpeaBUAEHN 3a CbpAeYHa TpaHCNIaHTaums MoraT ga 6baaT
BPeMeHHO npoTekTupaHu ¢ WCD.'7?

4.3.4.06wWwecTBEHO AOCTbNHa Aedunbpunayuma

[MoBeueTo CNydan Ha CcbpAedyeH apecT HacTbnBaT U3BBH 6on-
Huua."”®> CpouHata aedpubprnauyms, 3a pasnvka oT oTcpoyeHaTa
ne¢m6pmnaumn, € CBbp3aHa C MHOIo no-rosiiMa BepPOATHOCT 3a
Bb3CTaHOBABaAHE Ha OpraHuMsnpaH putbm n cTabuneH cbpaeyeH

O6uecTBeHO focTbnHa gepnbpunayna

Mpenopbkn Knac® | HusoP /EL

MpenopbuBa ce 06LWECTBEHO JOC-

TbnHW gedunbpunatopu ga 6bvaart

nocTaBeHN Ha MecTa, KbAeTo Cbp-

[BEUYHUAT apecT e OTHOCUTENHO

YeCT ¥ MMa Bb3MOXKHOCTM 33 YA06- 173

HO CbXpaHeHue (Hamp. yunnuia, 174'

CMOPTHU CTafMOHK, TONEMU rapu,

KasvHa 1 T.H.) AN Ha MecTa, Kbae-

TO HAMA HWKaKbB APYr 4OCTbM A0

nedunbpunauna (Hanp. Bnakose,

KpYyW3H1 Kopabu, CaMONeTu 1 T.H.).

Moxe pa ce nma npefsua cemeii- Ta3n

CTBaTa Ha MauMeHTn C BUCOK PUCK eKc-

o1 BCC pa 6baat obyueHn aa pasat Ilb nepT-

nbpBa NoMolLL. Ha
rpyna

2Knac Ha npenopbKuTe.

"HnBO Ha JOKa3aTeNCTBEHOCT.
U3TOuHKK(UK), NoaKpenAL(M) NpenopbKUTe.
BCC = BHe3amnHa cbpaeyHa CMbPT.
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ne6ut. O6lwecTBeHoO AoCTbNHATa Aedubpunaums, cbyeTaHa
KapAvonynmMoHaHa pecycumuTauus, e JokasaHo no-epekTuBHa
OT M30/MpaHaTa KapauonyMoHaHa pecycuntauusa'? n ny6-
NIMYHO AOCTbMHaTa Aedpnbpunaumns e Beye JocCTa pasnpocTpa-
HeHa, 0C06EHO Ha MeCTa, KbAETO ThAMKTE OT XOPa 1 CTPECHT Ca
yecTn ¥ Mo-creymnanHo, Korato Habnrso nma Jobpe obyueHu
no6poeonuy (Hanp. KasnHa, NeTula, CNoPTHY CTAAVOHN), AOPW
KoraTto obyueHOCTTa He BK/OUBA 1 KapAVOMYy/IMOHaNHa pecyc-
unTaumn."* M3BbHOOMHNYHM CbpAEYHN apeCcTy HaCTbNBaT Hal-
yecTo (~70%) B ;OMa, AOPY 1 NMPU MAaau naumeHTy,’ Ho B Te3n
cflyyau pAAKo MMa CBUAETENW 1 CIeA0BaTeHO Te He MoraT Aa
6baT npeaoTBpaTeHn ¢ AgoMallueH gedubpunatop.'’’
OCblUecTBABAaHETO Ha MNPOrpamyn 3a aBTOMAaTVMYHa BbHLUIHA
nedubpurnaumsa Hamansasa CMbPTHOCTTA Ha O6LLECTBEHN MecCTa,
Kb[ETO Hali-4ecTo ce HabnlogaBaT cilyyamn Ha CbpaeyeH apect.'’®
[lenHOCTNTE, NOCBETEHN HAa OCHOBHUTE 1 CNeynann3vpaHnTe me-
TOAM 3a NOAAPBKKA Ha XKM3HeHNTe GYHKLUKW, foBefoXa 40 n3pa-
60TBaHe Ha MPOTOKO/V 3a AeicTBIME. [JOKyMeHTHTe, Ny6nnKyBaHu

ot EBponeiickua cbBeT no pecycumtauma (European Resuscitation
Council) 1 MeXXpyHapOoAHMAT KOHCEHCYC MO CbpAeYHO-CbAOBA
pecycumnTaums 1 CNewHn CbpPAeYHO-CbAoBY rpuku,'’® nokpmear
LUMPOK CNEKTbP OT KIMHUYHN CUTYALUN 1 Bb3MOXHUN MEXaHN3MU.
Te faBaT ACHW HACOKM 3a NOBEAEHMNE U Ha YMTATENA Ce NPENopPbY-
Ba [la ce 06bpHe KbM TE31 OCHOBHY AOKYMEHTM 33 NOAPOBHOCTN.
KaTto npenopbKu 3a noBefieHNe, Te3r AOKYMEHTM NonajaT B HUBO
Ha [oKasaTencTeeHocT C, HO Te ca M3BfieYeHn OT KOMBMHaLus
OT Pa3HOOO6Pa3HM MPOYYBAHNA 1 CTAaHOBMLLA, KOUTO Bapmpar oT
HMBO Ha Aoka3saTtencTeeHocT A go B nnm C.

4.4, OCTpo neyeHne Npu NPOABINKNTENHA
KaMmepHa apuTmumsa

Han-yecTtnTe enekTpryeckn mexaHusmMm Ha CbpAeydeH apecT ca
KM wvnun KT, 6pagrapntMmm, acuCTonus 1 enekTpoMexaHnyHa
aucoumauus (6e3nyncoBa enekTpuyecka akTMBHOCT). Mpexu-

naL[I/IeHT'bT € HEKOHTaKTeH
be3 guwaHe nnm camo ¢ pefKu racnose

O6axpaHe 3a nomoLL;:

AKT! p Ha EMS/P JMIOHEH eKun

3anousaHe Ha CPR
MUHVManHo NpekbcBaHe Ha KOMNPeCU1Te Ha rPbAHNA KOLL
DokycnpaHe Bbpxy CPR ¢ Jo6po kauecTBO

OueHKa Ha puTbma
MopxopsAuy 3a WokK Henopxopsuy 3a wok
(KM/Be3nyncosa KT) (PEA/Acnctonus)
CneymanusmpaHa noaapbKKa
Ha XKN3HeHuTe d)yHKI.lIIIIII
npy MUHUMYM CnupaHe
U QTGS Ha Komnpecuute
« OcvrypsaBaHe Ha 6e3npenATcTBeHN
[VIXaTeNHV MbTULLA
« MpopbmknTenHa rpbAHa Komnpecusa
cnep ocurypasaHe Ha HopMasHu
[VXaTenHn nbTuLa
He3a6aBHo . Heza6aBHo
L ictmammane <> [ RmRESRARA | L e —

« [la ce mat npeaBwA Basonpecopy
1 aHTapUTMILIA
« Kopekuus Ha o6paTvim1Te NpuynHm

l

Hesa6aBHO MoHMTOpUpaHe
1 nopKpena cnep cbpAeyeH apect

BkntounTenHo:

« 12-kananHa ECG

« NMepdysuna/penepdysus

« OKcureHaums v BeHTnaums
- TemnepaTypeH KOHTpon

« O6paTmMu1 NPUYNHU

CPR = Kapauo-nynMoHanHa pecycumtauus; EKI = enektpokapauorpama; EMS = cnelHn MefuLMHCKN Cy»K6U; i.v. = UHTPaBeHO3eH; i.0. = HTpaoceasneH;
PEA = 6e3nyncoBa enekTpuyecka aktuBHocT; KM = kamepHo MbxaeHe; KT = kKamepHa Taxvikapaua.

Bb3npou3ssefeHa ¢ paspelueHiie no npenopbkute Ha ILCOR.181

Qurypa 2:

yHI/IBepCHHEH aIroOPUTHBM NpU CbpheYveH apecTt
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KapavoBepcua nnn aepubpunaumna n ocTpo nevyeHme
Ha NPOAB/MKUTENTHN KAMepPHU apuTmMmunn

Mpenopbkn Knac® | HueoP NsT

Kapaunosepcus ¢ npaB TOK ce npe-
nopbyBa NPU NaLMEHTN C MPOADBI-
xutenHa KT un xemopuHammyHa
HecTabunHocT.

180

Mpy NaumneHTV C NPOABIKUTENHA,
XemMofAMHaMUYHO noHocumMa KT
npy nuMnca Ha CTPYKTypHa Cbp-
[eyHa 6onect (Hanp. ngmonaTnyeH
RVOT) moxe fja ce Ma nNpefBua i.v.
NPUIOXeHNe Ha dnekanHug unm
KOHBeHLMOHaneH  6eTa-6nokep,
Bepanamui Uan aMmmogapoH.

aKnac Ha npenopbKuTe.

"HrBO Ha JOKA3aTeNCTBEHOCT.

U3TOUHMK(LM), NoAKpPeNALL(M) NpenopbKuTe.

i.v.= uHTpaBeHo3HO; RVOT = pgecHokamepeH m3xofeH TpakT; KT = Ka-
MepHa TaxmKapAaua.

BAEMOCTTa KaTo LANO e no-gobpa npv NauueHT! C KamepHU
TaxnMapuTMnn B cpaBHeHune ¢ acuctonus. Mpes 2010 r. cbBeTU-
Te, uneHyBawm B KomuTteTa 3a MeXAyHapoOAHO B3aMMOAENCT-
BMe no pecycuymtauma (International Liaison Committee on
Resuscitation, ILCOR), akTyanusnpaxa n3sognte n npenopbKu-
Te, U3BNeYEeHN OT MeXAyHapoAHa KOHCEHCYCHa KoHbepeHLus,
nposefeHa B [lanac, wara Tekcac npe3 2010 r. B cnyyan Ha cbp-
JeveH apecT TpaAbBa fa ce NpUNoXN YHUBEPCANMHUAT airopUTbM
(Queypa 2).

[ann KappuonynmoHanHaTa pecycuutaumsa Tpabsa pAa
npegwectsa agednbpunaumnsaTa e Bce owe o6eKT Ha Cnopose.
B cnyuvaute Ha M3BBHOOMHMYEH CbpAeYeH apecT TpAabBa He-
3a6aBHO Aa ce M3BbPLUM KapAMOMyNMOHaNiHa pecycumTauma ¢
KoMnpecna Ha FpbaHUA KoL, AokaTo gedubpunaumsaTta cTaHe
Bb3MOXHa. B cnyyante Ha BbTpebonHMYeH cbpheyeH apect
TpAbBa Aa ce onuTta He3abaBHa fedpubpunayma, 3awoTo B TO3U
cnyyai BepOATHOCTTa CbPAEYHUAT apecT fa ce Ob/MKU Ha Npo-
OBJIKUTENHU KaMEPHU TaxapuTMmm e no-ronama. Mpenopbusa
ce nbpBaTa gedpubpunayma ga 6vae ¢ MakcMmasHa MOLLHOCT.
MonyaBToMaTM3npaHnTe aedunbprnatopm ca oTANYHA TEXHONO-
riA 3a pasnpocTrpaHe Ha Bb3MOXHOCTUTE 3a fedpunbpunauma B
pamkmuTe Ha 6onHuuumTe. MNMpu naymenTn ¢ ICD B ngeanHua cny-
Yal navyoseTe 3a gedpubpunayma Tpabea ga 6baaT NocTaBeHU
BbPXY rpbAHaTa CTeHa Hail-Masiko Ha 8 cm oT reHepaTopa. MH-
TPaBEeHO3HMAT aMMOAaPOH MoXe Aa ynecHn aebubpunaunata
n/wnn ga npepotepatn peunamusnute Ha KT nnn KM B ocTpu cu-
Tyaumun. CneumanvusnpaHuTe eiCTBUA 3a NOAAPDBKKA Ha XKKM3-
HeHUTe GYHKLMKN, OCBEH CBbP3aHUTE C ENEKTPUYECKM MEPKNM 3a
npeKkbcBaHe Ha KaMepHKTe TaxrapuTMmm, ca 0606LLeHN B LOKY-
meHTa Ha ILCOR o1 2010 r.'®!

MaumeHTn ¢ npogbmxutenHa KT Tpabea fa 6baaT nekysa-
HW B 3aBUCMMOCT OT CMMMTOMAaTMKaTa U MOHOCMMOCTTa KbM
aputMuATa. MauneHTu, ABABalym ce ¢ MOHomopdHa KT 1 xemo-
AVHAMMYHa HecTabunHocT (cmHkonanHa KT), Tpabsa ga 6baat
NOANOXEHW Ha ANPEKTHa Kapanosepcua. Mpn naumeHTn, Kouto
ca C XMMNOTOHUSA, HO BCE MaK B Cb3HaHWe, TpsAbBa Aa ce npuno-
KN He3abaBHO ceaunpaHe Npeamn N3BbPLUBAHETO Ha KapanoBep-
cvA. Mpy nauneHTN ¢ WNPOKOKOMMIEKCHA TaXUKapAna, KOUTO
Ca XeMOLVMHAMUWNYHO CTabuNHK, eneKkTpuYeckaTa Kapamnosepcus
TpAbBa fa 6bAe nbpBOCTENEHeH U360p. MIHTpaBeHO3eH NpoKa-

UHaMuAa nnu nekarHng moxe fia ce 06CbAn NpU Tesn, KOUTo He
ca c Texxka CH nnm octbp MrnokapaeH nHpapKT. IHTpaBeHoO3eH
aMMOAAPOH MOXe fia ce 06cban nNpu naumeHTn cbe CH nnn cyc-
nekTHa ncxemusA. VIHTPaBeHO3HUAT NNAOKANH € CaMO YMepeHo
edeKTVBeH Npu nauneHTn ¢ moHomopdHa KT. Kato obuo npa-
BWJIO, MPU BCUYKM NaumMeHTn ¢ npoabmxuntenHa KT, komTo ca B
CTabUNHO XeMOANHAMYHO CbCTOAHME, TPAOGBA Aa Ce perncTpu-
pa 12-kaHanHa EKT.

MHTpaBeHo3eH Bepanamun unu 6eta-6nokepu Tpabsa fa ce
n3non3eat npu naumeHTn c JIK pacumkynapHa KT [mopdonorua
Ha fleceH 6eapeH 6nok (IBB) 1 oTKNoHeHa Ha NABO enekTpuye-
cKa oc].'82

4.5. WHTepBeHUMOHaNHa Tepanua
4.5.1. KaterbpHa abnauyus

KaTeTbpHa abnauua 3a nevyeHme Ha NpoAb/KUTENHa
MOHOMopdHa KamepHa TaxuKapaus

Mpenopbku Knac® Huso UsT

HeotnoxHa KaTeTbpHa abnauus
ce mpenopbyBa MNPV NaLWUEHTN C
uMKaTprumanHa cbpaeyHa bonecr,
nposBABalla ce C HempekbCHaTa
KT nop ¢popmata Ha enekTpryecka
6ypA.

183

KateTbpHa abnauua ce npenopbu-
Ba MpV MAUMeHT! C UCXeMUYHA
cbppaeyHa bonect n peuungmsupa-
wm ICD wokoBe nopaan NPoabI-
xutenHa KT.

184~
186

KateTbpHa abnauua Tpabsa da ce
UMa npeasuA cnep MbpBY envson
Ha npoabmxuTenHa KT npu naunex-
TV C UCXeMUYHa CbppeyHa bonect
nICD.

184~
186

2Knac Ha npenopbKuTe.

"HuBO Ha fOKa3aTeNCTBEHOCT.

U3TOUHKK(YK), NoaKpenALw(1) NnpenopbKUTe.

ICD = umnnaHTUpyem Kapauoseptep aedubpunatop; KT = KamepHa
Taxukapana.

4.5.1.1.  TlayueHmu ¢ yukKaMpUYUAIHa cepoeyHa 6osecm
KaTeTbpHaTta abnauus e eBononpana Ao BaXkHa TepaneBTUYHA
MsApPKa Npu NaureHTu ¢ uuKaTprumanHa cbpheyHa 6onect, ABa-
Bawm ce ¢ KT vnmn KM. laHH1Te OT ABe NpPOCNeKTUBHY paHLOMU-
3VPaHN MHOTOLIEHTPOBM MPOYYBAHNA BbPXY KIVHUYHUA N3XO[
npwv NaumMeHTn ¢ NCXeMnyHa 60NecT Ha CbpPLETO AeMOHCTPMpa-
Xa, ue KaTeTbpHaTa abnauus npu KT HamansiBa BepOATHOCTTA 3a
nocnepsawm wokose ot ICD 1 npegoTBpaTaABa peunanBnTe Ha
KT.'7188 Hewo noBeue, KaTeTbpHaTa abnauus ce U3non3sa yec-
TO 3a KOHTPON Ha HenpekbcHaTaTa KT nnv enektpuuecku bypu
(r.e. peunpmsmpawa KT/KM ¢ yecTn MOTMBMpPAHN paspsaamn Ha
ICD) 1 3a HamanABaHe UM NpeBeHLMA Ha PeKyPEHTHUTE ennso-
AV Ha MPOAb/KUTENHA KT,183184.187188

Bbnpekn ye ICDs npekpaTaBat edpekTBHO KT Npu naumeHTmn
C UCXEMMYHA U HENCXEMWYHA KAPAUOMIMONATUSA, Te He BUHaru
npefoTBpaTABaT peunanBuUTe Ha apuTMmUA. HAKONKO npoyuBa-
HMA Mokasaxa, ye wokoseTe oT ICD ca cBbp3aHM C NO-BMCOKa
CMBPTHOCT U HAPYLIEHO KayecTBO Ha *uBoTa.'8%'% TepanusTa
¢ 6eTa-6/10Kkep B KOMBVHaLUA C aM1OAapPOH HamansABa 6pos Ha
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ICD-woKoBeTE; HeXenaHn peakuuy obade morat fa JoBefar Ao
cnupaHe Ha IekapcTeoTo.*® Hail-061wo, nogiexawusr cybctpar
npu naumeHTy, aBasawy ce ¢ KT, e uukatpuuymanHa TbKaH.''!
KaTeTbpHaTta abnauusa e HacouyeHa cCpelyy MCTMyca Ha 6aBHa
NPOBOAMMOCT (KPUTUYEH UCTMYC) B PaMKITE Ha PUEHTPU-KPb-
ra. PUeHTpn-KpbrbT MoXKe f1a 06XBaHEe HAKOJMIKO CaHTMMeETpa 1
[la BKJII0UM €HA0-, M1O- UNK envKkapaa nof Gopmara Ha CnoXHa
TpuMaMepHa cTpyKTypa.'®?'%? Lukatprumantarta KT e TunnyHo
MOHOMOP®HA, HO NPU e1H 1 Cbly NAUMEHT MOraT Aa ce NHAY-
umpat KT ¢ HAkonko mopdonorun. Mopponoruata Ha QRS-kom-
nieKca ce onpepens ot U3XOAHOTO MACTO, KbAeTO GPOHTHT Ha
pUEHTPU-BbJIHATa U3/IM3a M3BbH LIMKATPUKCA U Aernonapusmpa
KamepHua mnokapg. CnegoBaTenHo, MOBBPXHOCTHUAT 12-KaHa-
neH EKI-3annc Ha knnHnyHata KT moxe fla nomMorHe npy MenuH-
ra v abnaymoHHata npoueaypa. Mpu NaunMeHTn ¢ HencxemmyHa
Kapanomuonatna mopdonoruata Ha QRS-komnnekca moxe fa
NAEHTMGMLMPA TE3W NALMEHTH, MPU KOWUTO CbLLECTBYBA BEPO-
ATHOCT [la Ce HaNOXM enukapaHa abnauma.'®*'%7 OcseH ToBa,
npeanpoueaypHata obpasHa guarHoctmka cbc CMR moxe aa
yNecHW HerHBa3MBHaTa ugeHTndMKauma Ha cybcTpaTa Ha apuT-
MUATa NPU NaLMEHTY C aHaMHe3a 3a MoKapAeH UHGapkT'?® unu
NPy NaUneHTH, ABABALLM ce C envKapaHa KT19°

MonumopodHaTta KT ce fedpunHmpa KaTo NOCTOAHHO NPOMEHA-
wa ce QRS-mopdonorus, cBbp3aHa YeCTo C 0CTPa MUOKapAHa
ncxemus, MPUAOGUTY UNN HACNEACTBEHN KaHANoMnaTum Ui Ka-
MepHa xuneptpodus. Mpu HAKOM OT Te3M NaLMEHTU, KOUTO ca
pedpakTepHN KbM IEKAPCTBEHO JleueHune, TpureprpaHara ot
BnakHa Ha Purkinje nonnmopdHa KT moxe fa ce okaxe nogar-
N1Ba Ha KaTeTbpHa abnauus. 200201

HenHBasvBHaTa 06pa3Ha AMarHoOCTUKa, Ha-gobpe ¢ aape-
HO-MarHUTeH Pe3oHaHC, MOXe Aa Ce 13MOos3Ba 3a MiaHupaHe 1
HacouBaHe Ha abnaunoHHuTe npoueaypu npu KT.'8 MenuHrbt
1 abnauuATa MoraT Aa ce U3BbpLIaT B XoAa Ha KT (akTuBaumo-
HeH menuHr). CucTemara 3a TPUU3MEPEH elIeKTPO-aHaTOMMYEH
MEMVIHI MOe Aia MOMOrHe 3a NoKanusauusa Ha abHopMHaTa Ka-
MepHa TbKaH 1 NO3BOMNABA KaTeTbpHa abiawLms Npw CMHYCOB pu-
TbM (cybcTpaTtHa abnauus) 6e3 nHayumpaHe Ha KT, KoaTo Moxe
[la ce OKaXke XeMOAMHAaMWYHO HecTabunHa. MNpu nayneHTn c
XeMOANHAMUYHO HecTabunHa KT moxe f1a ce 13nonssa cuctema
3a 6@3KOHTaKTeH MenuHr. MoraT fja ce NPUNoXar HAKONKO Tex-
HVIKW, BKIIOUYMTENHO abnauma ,Touka o Touka” (point-by-point)
B M3XOHOTO MACTO Ha PUEHTPU-KPbra (3aTBapsAHe Ha KaHanute
B LMKATPMKCa WY LMKATPYKCHA AeKaHanM3aums), Cb3aBaHe Ha
Habop OT IMHENHN Ne31n 1Ny abnaums Ha okanHaTa abHOpMHa
KaMepHa aKTMBHOCT [0 XOMOreHu3aLUuA Ha LuKaTpukca, 202205
EnvikapgeH menuHr u abnauna ca HeobXoAMMK MO-YecTo Npu
nauveHTn C aunatatvBHa Kapavomuonatua (OKMIM)2%¢ unn
ARVC?7 nognexalym Ha abnaums Ha KT. MoTeHUManHn ycnox-
HEHWA Ha enuKapgHaTta NyHKUUA 1 abnauma ca yBpexgaHe Ha
KOpOHapHaTa BacKyfnaTypa Wiy HEBOJSIHA MYHKLMA HAa CbCeAHM
opraHu, napanisa Ha nesus gvadpparmasieH HepB N 3HaunUTeN-
Ha xeMoparvs Bogella o NepvikapaHa TamnoHaaa.

MaymeHnTuTe C KT, cCBbp3aHa C MOCTUHpAPKTEH LMKATPUIKC,
nokasBaT TeHAEHUWs KbM Mo-fobpu pesyntatu ciep Kate-
TbpHa abnaums, OTKONKOTO mauveHTy ¢ KT, gbiakawa ce Ha
HencxemmnyHa Kapamommonatna.2°® MeT npocnekTVBHU MHO-
rOLEHTPOBY MPOYUYBAHNA Ca OLIEHUIN PONIATA HA KaTeTbpHaTa
abnauvsa npu neyeHMeTo Ha npoabmkuTenHa KT.'84-188 Bnyso
50% OT naumeHTUTe BKIIOYEHN B Te€3M NPOyYBaHNA Ca UManu
6naronpuATeH nsxopd (T.e. MMCA Ha KAVHUYHU PeungnBmn Ha
KT npes neprioaa Ha HabnogeHne B MPOYyYBaHETO), KaTo KaTe-
TbpHaTa abnauua e 6rna no-epeKkTMBHA OT aHTUAPUTMMYHATA
NeKapcTBeHa Tepanus.

MpyY KOHKPETHWA NaLMEeHT YeCcToTaTa Ha ycrneluHa KaTeTbp-
Ha abnauua npu KT ce onpepensa oT KONMYeCcTBOTO MHpapKTHA
LUMKaTpULManHa TbKaH, NpeAcTaBeHa OT MofieTa C HUCHK BOS-
TaX NPW enekTPo-aHaTOMMUYeH MenuHL2%® a KAVHUYHUAT 13-
XOfi MOXe ce NnoBause 6naronpuATHO OT fleUeHne B LIEHTPOBE
cneuvanv3npaHi 3a fleYeHne Ha NaumeHTy, HyKaaelwm ce ot
KaTeTbpHa abnauusa Ha KT.2'0 BCbLWHOCT, ONMUTHOCTTa Ha eKuna
U LEHTbPA BMAE HA KNVHUYHWTE PE3YNTaTh U BCUYKN MyBANKY-
BaHW AaHHM MPOU3NN3AT OT LIEHTPOBE C ONUT.

Bb3MOXHM YCNOXHEHWA, CBbP3aHN C KaTeTbpHaTta abnauus
Ha KT npy naumeHTy cbe CbpheyHa 600ecT, BKAKYBAT NHCYNT,
KNnanHo yBpexaaHe, CbpAeuHa TamnoHaga unm AV 6nok. Me-
punpouefypHaTa CMbPTHOCT Bapupa oT 0 [0 3% 1 ce AN
NPeaVMHO Ha HekoHTponvpyema KT npw HeycnewHa npoueay-
pa.'83-185187.211 NokaTo KaTeTbpHaTa abnauuna e Bb3npueT feve-
6€eH MeToA NPV WNPOK Kpbr oT cybcTpaTh Ha KT, innceaT aaHHM
OT NPOCNEKTUBHMN PaHAOMU3VPAHY U3NUTBAHNA JOKOJKO KaTe-
TbpHaTa abnauus HamanABa CMbPTHOCTTA.

4.5.1.2. [layueHmu 6e3 mMaHugecmHa cmpykmypHa CopoeyHa
6onecm

KT npu naumneHTn 6e3 ABHa CTPYKTYpHa CbpheyHa 6onect Hall-
yecTo Npousnmnsa ot nsxodHuTe Tpaktose (outflow tracts, OTs)
Ha [K nnu JIK. MoBbpxHOCTHaTa 12-KaHanHa EKI noka3sa mop-
¢donorus Ha nas 6egpeH 6ok (JIBb) ¢ BepTMKanHa enekTpuye-
CKa oc, ako KT nmpousnmsa oT geCHOKaMepHUA M3XOAeH TpaKT
(RVOT), n naB nnun geceH beaper 6nok (OBb) ¢ BepTukanHa oc,
aKO NMPOM3X0XKAa OT NeBOKamMepHUA nsxoaeH TpakT (LVOT). Han-
YyecTUAT nognexaly natodrnonornyeH MexaHu3bMm e Tpure-
pupaHa akTUBHOCT, a NpuULeSIBaHeTO B MACTOTO Ha Hall-paHHO
aKTMBMPaHe Mo Bpeme Ha KaTeTbpHaTa abnaumsa Boau Lo BUCOK
npoueaypeH ycnex, gokato BCC no npuHumn ce cpela pagko
B Ta3u nonynauua. He ocobeHo yecTo Npu naumMeHTUTe MoXe
[a UMa ngronaTunyHa neBocTpaHHa KT, obxBalyalla gnucranHaTa
Mpexa Ha Purkinje. KateTbpHaTta abnauna Boan Ao nsnekyBaHe
Ha NoBeyYyeTo 3acerHaTu naumeHTu, a NpoLefypHUTE YCIOXKHe-
HMA ca pefKu.

4.5.2. AHTMapUTMWYHa Xupyprusa
B epata Ha TpaHcBacKynapHaTa KaTeTbpHa abnayus 3a neyeHuve
Ha KA, U3nckBaHeTo 3a XvpypriyHa abnauua ctaHa n3KiioyeHme.
AHaToMMYHO HacouyeHaTa JIK aHeBpu3MeKTOMUSA GeLle onncaHa
3a MbpBY MbT Npean >50 rognHu. fonemnTe aHEBPY3MM MOXKe
fa ca npugpyeHn ot KA, a HacoyeHaTa C MenuHr pe3ekuma Ha
aHeBpM3MmaTa He camo nogobpsaa JIK dbyHKUMA, HO enrMrHUpPa
n KA. CybeHpgokapaHaTa pesekuus 3a oBnagsaBaHe Ha KA belue
ornucaHa 3a nbpsu NbT oT Josephson et al.?'® Tasu TexHuka Gewwe
CBbp3aHa CbC 3HauuTeNnHa nepunpouesypHa 3abonaemoct n
CcMBbPTHOCT (10%) 1 NO Tasm NpUYMHA Ce M3BbPLUBALLE CaMO B
Creuvanm3npaHn XMpypruyHn ueHTpose.2'2-214216-219 My nayu-
€HTW, NPeXVBeNn paHHaTa cneponepatusHa dasa, AbIrocpouy-
HWTe pe3ynTaTty 6saxa OTNNYHW. [o-HOBY NPOoyYBaHMA NOKa3axa,
ye nepuonepatnsHotTo EOU cnep cybToTanHa eHaoOKapANeKTo-
MUsi U Kproabnaumsa nokassa okono 10-20% uyectoTa Ha peuu-
avBmpaHe Ha KT, npegumHo npes nbpsute 90 gHn.2" Mo Tasu
nprYMHa Npu NauneHTy C MHAYyUrpyema cnegonepatusHa KT ce
npenopbyBa paHHO NocTaesHe Ha ICD.213215220221 MogeyeTo OT
XVPYPrUYHUTE TEXHVKIN NOCY>KMXa 3@ OCHOBA Ha TEXHUKMTE 3a
KaTeTbpHa abnauua, BKIIOUYNTETHO CKOPOLLUHUAT METOZ 3a KpPb-
rosa nsonaums Ha cy6crpara.???

B 3akntoueHmne, xnpyprryHa abnauna Tpabsa fa ce U3BbpLl-
Ba B CreyMann3mpaHmn LeHTPOBe C NpeaonepaTMBeH 1 NHTpa-
onepatvBeH enekTpodusmonormyeH menuvHr. MauveHtn ¢ pe-
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meyprwma a6na|.|vm Ha KaMmepHa TaXxukapana
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XupypruyHa abnauus, pbkoBope-
Ha OT npeponepaTuUBeH W WHTPa-
onepaTuBeH enekTpodusnonoru-
YeH MEMUHT, 3BbPLUEHA B LIEHTBP
C OMUT Ce NpenopbyYBa NPV nayu-
eHTn ¢ KT, pedpaktepHa Ha aHTua-
pPUTMUYHA NEeKapCTBEHa Tepanus,
cnep HeycnelHa KaTeTbpHa abna-
LMA U3BBPLUEHA OT OMUTHU enek-
Tpodursronosu.

212-
215

XvpypruyHa abnauua no Bpeme
Ha cbppeyHa xupyprus (6annac
VN KnamHa Xupyprus) Moxe pa
ce Uma npeasua Npu naumeHTn ¢
KAVHUYHO AOoKyMmeHTupaHu KT nnn
KM cnep HeycnelwHa KaTeTbpHa
abnauws.

216,
217

2Knac Ha npenopbkuTe.

®HuBO Ha fOKa3aTeNCTBEHOCT.

U3TOUHMK(LM), NOAKPENALL (1) NpenopbKuUTe.

KM = kamepHo mbxaeHe; KT = KamepHa Taxukapausa

dpakTepHa Ha aHTUAPUTMUYHA NleKapcTBeHa Tepanus KT n/unn
cnefl HeycnelwHa KaTeTbpHa abnauys B LEHTbP C FOMAM OnuT
morart aa 6bgat 06CbAEHN 32 PUTbMHA XUPYPris, 0cO6eHOo Npu
Hanuume Ha JIK aHeBpu3Ma B pesynTaT Ha MUOKapAeH NHGapKT
W HY>KAa OT peBacKyapusayms,216-219

4.6. [Mcnxo-coymanHum epekTn
OT JIeYEeHUNEeTO C MMIMJIAaHTVpyeM
KapauoBepTtep aedunbpunarop

KoHTponupaHute m3nutBaHua ¢ aedubpunatop AeMOHCTPU-
paxa 3ama3eHo uau nogobpeHO KauyecTBO Ha »KMBOTA Mpu pe-
UMMNMEeHTN Ha AedpnbpunaTop B CpaBHEHME C KOHTPONHaTa rpy-
na.??322* Bbnpeku ToBa, 6e3MoKoNCTBOTO (8-63%) 1 Aenpecusta
(5-41%) ca yecTn npu nauveHTn c gedunbpunatop??® n ca Hai-
CUJHO 13PAa3eHN MPU NaUVEHTU NOyYaBaLL HEMOTUBUPAHN 1/
WK YeCTy WOKOBe (Hanp. noBeye OT MNeT woka).?23722>22% Tezy
npo6siemy 4YeCTo OCTaBaT HEPA3MO3HATY 1 HeNeKyBaHW B K-

McuxocoumaneH nogxop cneg MMMNJIaHTaUMsA Ha Kapan-
oBepTep aepubpunatop

Mpenopbku Knac® | HusoP Natc
OueHKa Ha NCUXonornyeckus cra-

TyC 1 leYeHmne Ha ucTpeca ce npe- 223-
nopbyBa Mpu nayueHTn ¢ nosTa- 225

PALM Ce HEMOTUBMPAHU LLIOKOBE.

O6CbXKaaHe Ha BbMPOCK OTHOCHO

KayecTBOTO Ha XMBOTa Ce Mnpeno- 226

pbyBa Npean nmnnaHTauma Ha ICD 227’
1 B XOAa Ha 6onecTHaTa nporpecma

NPV BCUYKM NaLNEHTN.

2Knac Ha npenopbKuTe.

PHMBO Ha OKa3aTeNCTBEHOCT.

U3TOUHMK(LM), NoAKpPeEeNALL(M) NpenopbKuUTe.

ICD = nmnnaHTUpyem Kapauoseptep aedprbpunatop.

HUYHaTa npakTuka.?3%23! Makap uye He3abaBHOTO MoOBeAeHVe
e [la ce M30MMpa NpUYMHaTa 3a PaspaauTe oT YCTPOWCTBOTO,
NEYEHNETO Ha NCUXONOrMYECKNA ANCTPEC € BaXKHO [OMblHe-
Hre.??° HyuBaTa Ha AuCTpec BapuparT, HO MauveHTyTe mMoraT fa
MMaT MO-TeXKN PpOPMMU, KaTo CUHAPOM Ha MOCT-TpaBMaTUyeH
ancTpec, %233 KoTo e CBbp3aH C Npe/LecTBalla WOKoBa Te-
panus, 1 npeauMnaaHTaumoHeH auctpec.?3* Maynentn ¢ ICD n
CKOPOLLHA TaXMapUTMUA MOraT CbLLO Aia MMaT CTPax OT OYaKBa-
HMA WOK. %> MaLMeHTV C BUCOKW HIIBA HA NPeaUMIIaHTaLVIOHHO
6e3MoKONCTBO, CBbp3aHo ¢ ICD, ca ¢ NoBuULIEHa CKIIOHHOCT KbM
pasBuUTVe Ha CleguMNNaHTaLVoOHHN nNpobnemu, a AenpecraTa
MoXe f1a 6bie 0cOBeHO 3N0KauecTBeHa B Tasu nonynayua.236237
M Taka, npaBuiHaTa OLEHKa U JledeHne Ha NCUMXONornyeckms
AncTpec TpsAbBea Aa 6bie MHTErpasiHa YacT OT KIIMHUYHOTO NoBe-
AeHve. Banukn naymeHTr ¢ ICD, no-cneymanHo Te3n C NpoABY Ha
AUCTPEC, ce HYXKAAT OT NoJKpena rno Bbhpoca Kak fa KunBeaT
C YCTPOMCTBOTO 3a NOJo6PsABaHE Ha KIMHUYHUTE pe3ynTaTti. 238

MocTtaBAHeTo Ha ICD moxe Aa 3acerHe MHOro chepm Ha Xu-
BOTA, BKJIIOUMTESIHO CMOCOBHOCTTA 3a Wwodupare,?3¥240 nutum-
HUTe oTHOWeHNsA, 2?42 KauecTBOTO Ha CbHS,?%% Bb3NpremMaHeTo
Ha COBCTBEHOTO TANO (0COBEHO NpY MNagu xeHn)??’ 1 yuactre-
TO B OpraHu3npaH cnopT (0cobeHo B [eTCKa 1 IOHOLECKa Bb3-
pacT).?* Nopakpenarta OT 34paBHM creumanucTy obnekyasa Tesn
6e3MoKONCTBA, HO Ca HEOBXOAUMM NO-HATATbLUHU U3C/IeABaHNA
3a ONTMMKM3MPAHE Ha Pa3BUTMETO Ha FPUXKIMTE U pa3paboTBaHe
Ha [JOKa3aHu B MpakTuKkata Hamecn.?33

5. lNopxoa npm KamepHU apuTMNN
M NpeBeHUA Ha BHe3anHarta
CbpAeYHa CMbPT nNpu
KOpoHapHa apTepuanHa 6onecr

5.1. OcTpun KOpOHapHU” CUHAPOMM

5.1.1. KamepHun apnTmMmunm cBbp3aHun C oCTpm
KOpPOHapHN CUHApPOMM
Bbnpekn otuetnmBarta peagykumua B yectotata Ha BCC nocpepn-
CTBOM Mo-gobpa peBacKynapusauma u npeseHuuatTa Ha CAD
ypes cnupaHe Ha TIOTIOHOMYLIEHETO U NeYeHne CbC CTaTUHMY,
ocTpute KopoHapHu cuHapomm (OKC) 1 KbCHUTE TaxnaputMmmn
cnep MmokKapaeH nHdapKT ocTaBaT yecTa npuynHa 3a BCC (Bux-
Te pasgen 3.1). 3HaunTeneH 6poin ennsoamn Ha BCC HacTbnBaT B
npen6onHnyHata ¢asza Ha OKC, koeTo noavepTaBa pellaBalla-
Ta pPoNiA Ha CKPUHMHIOBMTE Mporpamuv 3a ugeHtudrKaumsa Ha
nauyneHTUTe B puck. Yectotata Ha KA B 6onHMYHaTa dasa Ha
OKC e Hamanana npe3 nocnegHUTe geceTuneTns, rMaBHoO nopa-
AN paHHWTE U UHTEH3VBHU PEBACKYyNapu3aLUVOHHN CTpaTerum
M PaHHOTO BbBEX[aHE Ha Moaxoaslwo $GapMaKosIorMyHo ne-
yeHue. Bce nak, o 6% ot nauneHtuTe ¢ OKC passumBat KT mnu
KM npe3 nbpBuTe 48 yaca cnep HayanoToO Ha CUMMTOMATUKATA,
Hal-4yecTo Npeau Unu no Bpeme Ha penepdysus. B gonbvnHeHve
KbM 6bp3aTta 1 NbJiHa KOPOHapHa peBacKynapusauus, Hedbap-
MaKoJIOrMYHU Hamecun (Kapauosepcus, aebunbprnaumsa, nencu-
paHe 1 KaTeTbpHa abnauus), KakTo 1 GapmMaKkoormyHo feyeHre
(He-aHTMAPUTMMYHM NTIEeKApCTBa U aHTUAPUTMUYHW NIeKapCTBa)
MOXe Aia ca Heo6xoAMMM 3a KOHTpon Ha KA B Tasu cuTyauus.
[MarHoCTUYHUAT NoAXo NPU NaLUUEHTU C NPOLBIKUTENHN
KA B kKoHTekcTa Ha OKC e npepacTaBeH BbB Queypa 3.
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5.1.2.MpeBeHuUna n nogxoa KbmM BHe3anHa cbpAeyvHa
CMBbPT CBbp3aHa C OCTPU KOPOHAPHU
cuHppomu: fo6onHNYHa pasa

MpeBeHUNA Ha BHe3aNHa CbpAeYHa CMbPT CBbP3aHa ¢
OCTPU KOPOHapPHMN CMHApPOMMN: fo6onHUYHA dpa3a

Mpenopbkn Knac® | HusoP NsT

Mpu nauveHTn ¢ rpbaHa 6onka ce
npenopbyBa Aa ce Hamanu Bpe-
MeTO OT HauyaaoTo Ha CMMMTOMA-
TYKaTa O MbPBUA MEANLMHCKU
KOHTAKT 11 OT MbPBYA MEANLIMHCKN
KOHTaKT Ao penepdysunaTa.

244

MNpenopbuBa ce eKUNbT Ha NHEN-
KaTa ga 6baat obyuyeHn n ekunu-
paHn fga unpeHtndumumpat OKC (c
nomouyTta Ha anapatypa 3a EKI 3a-
nncu 1 NpU HyJa TenemeTpus) n
[la NneKkyBaT CbpAeyeH apecT ypes
N3BbpPLUBaHE Ha OCHOBHM XMBOTO-
noaabpXawm AencTena u pedu-
6punaunsa

178

MpenopbuBaT ce OCHOBHWTE U Crie-
LpanusnpaHnTe >K1BOTO-MOAABP-
XKalm fencTema Aa ce M3BbpLBaT
no anroputMu onpepaeneHn ot
European Resuscitation Council
VAN OT HaLMOHANTHY UNW MeXyHa-
POAHMN eKCNepTHU Fpynm No pecyc-
unTauma.

179

MpenopbuBa ce cnegpecycumta-
LIMOHHUTE TPpVXHK fja ce nmoemar ot
BUCOKOOGEMHN Creunany3npaHmn
LieHTpoBe [aBalyyi Bb3MOXKHOCT
33 MyNTUAWUCLUMIIVHAPHA WHTEH-
3VIBHU TPVXM, BKIIOUATENTHO Mbp-
BUYHY KOPOHAPHU WHTEPBEHLUM,
enekTpodusmonorms, anapati 3a
CbpAEYHO MOAMoMaraHe, Cbpaey-
Ha 1 Cb0BA XMPYPrvA 1 Tepanes-
TUYHA XUMOTEPMUA.

245,
246

Cb3faBaHeTO  Ha  pervioHasHu
MPEXW 33 NIeYeHNe Ha CbPAEYHNSA
apecT Tps6Ba Aa ce MMa npeasng
C uen nofobpsABaHe Ha KIMHUYHNA
n3X04.

245

2Knac Ha npenopbKuTe.

PHiBO Ha JOKA3aTeNCTBEHOCT.

U3TOUHMK(LM), NoAKpPenALL(M) NpenopbKuTe.

OKC = ocTpu KopoHapHu cuHagpomu; EKI = enekTpokapguorpama.

Bbnpeku ye BLTPEOONHMYHATA CMBPTHOCT OT MUOKAPAEH VH-
dapkKT ¢ eneBauma Ha ST-cermeHTa (STEMI) e Hamansana 3Hauun-
TeNHO nopafmn ynotpebaTa Ha CbBpeMeHHa penepdy3noHHa
Tepanus, KpaTKocpouHaTa CMbPTHOCT KaTo Ao BCe ole byam
6e3noKoncTBO. MHPapKTHT, KOWTO ce MaHUdecTpa Kato BHe-
3aMHa CMbPT MNpe3 MbPBUTE HAKONKO Yaca C/ief HayanoTo Ha
CUMNTOMATVKaTa, € MOHACTOALLEM [MlaBHa MPUUYMHA 38 CMBPT-
HOCT NPU OCTbP MUOKAPAEH NHDAPKT.

5.1.3.MpeBeHyNA Ha BHe3anHaTa CbpAe4YHa CMbpT
CBbp3aHa C OCTPU KOPOHapHW CMHAPOMMN:
6onHnyHa pasa

My6nukysaHu ca Mpenopbku Ha ESC 3a neyenre Ha OKC c nnn
6e3 eneBaLua Ha ST-cermeHTa 1 3a KOpPOHapHa peBacKynapusa-
UMA 1 B TAX e fafieHa NbJiHa UHPOPMaLUA OTHOCHO ANarHoCTu-
kata Ha OKC, NSTEMI nnun STEMI, a ykasaHuATa 3a fle4eHneTo ca
npefcTaseHy nogpo6Ho.'>2°%27 Tozun paspen ce pokycmpa Bbp-
Xy cneunduryHaTa pona Ha penepdysnaTa u/unu pesackynapu-
3aumaTa 3a npeseHYMA 1 neyveHne Ha KT unn KM npu naymeHTr
c OKC.

B pe3ynTaT Ha BbBeX[JaHETO Ha Nporpamy 3a HacouBaHe
Ha BHMMaHVeTO Ha HaceneHumeTto KbM BCC ce HabnoaaBa Ha-
pactBaHe Ha 6poA Ha XocmUTanM3MpaHuTe NULUA, NPEXUBENN
n3BbHOONMHNYEH apecT. AKO B Npef-pecycunTaLMoHHaTa unm B
paHHaTa cnep-pecycumtaymnorHa EKI ce yctaHoBu eneBaumsa Ha
ST-cermeHTa, Ce NpenopbyBa CrellHa aHrnorpadua n peBacky-
napwv3sauus, KakTo npu BCuUky nauvenTn ¢ STEMIL?! fluncara Ha
enesauua Ha ST-cermeHTa obauye He M3KMOUYBa OOCTPYKTUBHN
WSIN faxke TPOMOOTUYHYM "BUHOBHN" Ne31K, KaKBMTO MoraT fja ce
HamepAT B 25-58% oT ciyyanTe.?>2°2 MpeaBua BUCOKaTa vec-
TOTa Ha KOPOHAPHM OKJTY3UM 1 NOTeHUMANHWUTe TPYAHOCTU Npun
MHTepnpeTaumnaTa Ha EKI cnep cbpaeyeH apect, npu naumeHTy,

MpeBeHUns M noBeAeHWe NMPU BHe3anHa CbpAevHA
CMBPT CBbp3aHa C OCTPN KOPOHapHU cuHApomu: 60-
HuYHa ¢a3a. MokasaHuA 3a peBacKynapusauus

Mpenopbku

He3abaBHa penepdy3us ce npeno-
pbuBa npu nauyuneHTn ¢ STEMI.

KopoHapHa  peBackynapwvizauumsa
ce nperopbyBa NpU MaumveHTn ¢
NSTEMI wnu HectabunHa aHruHa
cbrnacHo npenopbkute Ha ESC
npu NSTEMI.

13,250

KopoHapHa aHruorpadus, nocneg-
BaHa Npv HyXAa OT KOpOHapHa
aHrMomnnacTka B pamkuTe Ha 2 u.
cnep XocnutanusauuaTa, ce npe-
nopbyBa Npu NaLmeHTy C BUCOKO-
pucko NSTEMI, KowTo ce nponaBssa-
Ba U C KMBOTO3acTpaluaBatia KA.

13,250

Bbbp3a n nbnHa peBackynapusauymsa
ce npenopbyBa 3a leyeHne Ha Mu-
OKapflHa NCXeMus, KOATO MOXe fa
e Hanuue npu nauynmeHTn ¢ peky-
peHTHa KT nnn KM.

251,
252

Bbp3o oTBapsAHe Ha MHbAPKTHUTE
CbfloBe Ce MpenopbysBa 3a Mnpe-
MaxBaHe Ha HOBOMOABWN Ce Ncxe-
MWYHW HapylweHua Ha AV npoBo-
ammoct. ToBa e 0cobeHo BanvaHo
npwu AV 650K, AbJIKall ce Ha foneH
NHOAPKT, LOPW 1 B CNyYail Ha KbC-
Ho (>12 u.) npepcTaBsAHe.

253

[npeKkTHO nprvemaHe B KaTteTepu-
3aLMOHHa nabopatopua ce npeno-
pbyBa MpU KOMaTO3HWU MaLUeHTH,
NPEXNBANN N3BBHOONMHUYEH Cbp-
[leYeH apecT, C enekTpoKapAano-
rpadckn 6enesn Ha STEMI B cnep-
pecycumTaunoHHata EKI.

251,
252
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MNpemrHaBaHe npe3 3BeHO 3a WH-
TEH3VBHU rpviXmn TpA6Ba Aa ce nma
npeaABuA NPy KOMaTo3HW NauueH-
TV, NPeXuBANN K3BbHOONHMYEH
CcbpAeyeH apecT, 6e3 eneKkTpokap-
anorpadcku Kputepun 3a enesa-
umMA Ha ST-cermeHTa B Criefi-pecyc-
umtauymoHHata EKT, 3a nsknousaHe
Ha HEKOPOHAPHM NPUYVHU U aKko
IMNCBAT BUAUMW  HEKOPOHAPHW
npuyvHK, TpAbBa Aa ce uma npep-
BWA KOpPOHapHa aHruorpadus,
KONIKOTO € Bb3MOXHO M0-CKOpPO (<2
h), ocobeHo npu xemogvHaMUYHO
HeCcTabunHV NauneHTu.

251,
252

MmnnaHTaumMa Ha YCTPOWCTBO 3a
JIK nognomaraHe unu ekctpakop-
nopasnHa noakpena Ha »usHeHuTe
dyHKUMK TpsbBa Aa ce Mma npea-
BUA MPU XeMOAMHAMUYHO HecTa-
6GUIHN NaLMeHTV C peunanBMpalLa
KT nnun KM, Bbnpekn ontumanHaTa
Tepanua.

254

CbpaeuHa nogkpena u peBac-
Kynapusauus B creyuanusvpaH
LEHTBP MOXe fja ce 06Cban npu
nauveHTn ¢ pedppaktepeH cbpae-
ueH apecr.

255,
256

2Knac Ha npenopbkuTe.

"HnBO Ha JOKA3aTeNICTBEHOCT.

U3TOUHMK(LWM), NOAKPeNALL (M) NpenopbKuUTe.

OKC = ocTpu KOpoHapHu cuHApomu; AV = aTpro-BeHTPUKYyNapeH;
EKI = enektpokapguorpama; ESC = European Society of Cardiology;
JIK = neBokamepHo; NSTEMI = mrokapaeH nHdapkTt 6e3 eneauusa Ha
ST-cetmeHTa; BCC = BHe3anHa cbpaeyHa cmbpT; STEMI = mnokapaeH
nHGapKT ¢ eneBauyms Ha ST-cermeHTa; KA = KamepHa aputmus; KM =
KamepHo MbXAaeHe; KT = kamepHa Taxnkapansa

MpeBeHUns U noBeAeHWe NPU BHe3anHa CbpAevHa
CMBPT CBbpP3aHa C OCTPU KOPOHapHU cuHApomu: 6on-
HuyHa d¢asa. [Jedunbpunauyna/kapanosBepcus/neKap-
cTBa/KaTeTbpHa abnauusa

MepopanHo neveHvie c 6eta-6s0-
Kepwn TpsAGBa Aa ce UMa Npeasua
no Bpeme Ha 60MHUYHUA NpecToin
N pa NpoAbiiXuU Chnep Hero npuw
BCMUKM naymeHtn ¢ OKC 6e3 npo-
TUBOMOKAa3aHuA.

130,
257,
259,
260

PagnodpekBeHTHa KaTeTbpHa
abnauuna B cneumanu3vpaH LeH-
Tbp 3a abnayun, nocnepBaHa ot
vMnnaHTauma Ha ICD, Tpabea pa
ce uma npeasua Npu nauneHTn ¢
peumnpusnpawa KT, KM unn enek-
Tpuyecka 6yps, BbNpPekn nbiHaTa
peBacKynapusauma u onTMManHo-
TO MEAUKAMEHTO3HO NeyeHme.

261-
267

Moracagawa cTUMynauua C
TPaHCBEHO3EH KaTeTbp TpAbBa Aa
ce nma npeasug, ako KT peunpu-
BMPa YecTo, BbMNpeKn ynotpebata
Ha aHTUMAPUTMUYHU JleKapcTBa, a
KaTeTbpHa abnauusa He e Bb3MOX-
Ha.

MHTpaBeHO3eH NuoKanH Moxe fa
ce ma npeaBuf 3a neyeHune Ha pe-
KypeHTHa npoabxkutenHa KT nan
KM npw n1nca Ha oTroBop KbM 6e-
Ta-6510Kepy UNKM amrofaAPOH, Unn
npy HanmMume Ha NPOTUBOMOKa3a-
HUA 32 aMUOJAaPOH.

268

MpodunnakTuHo neyeHne C aHTU-
APUTMNYHM NeKapcTBa (pasnnuHn
oT 6eTa-6nokepun) He ce mnpeno-
pbuBa.

269,
270

Mpenopbkn Knac? Huso® UsT

Beta-6nokepHo neueHve ce npe-
nopbyBa Npu peuuarBMpalla no-
numopoHa KT.

257

WHTpaBeHO3eH amuopapoH ce
npenopbyBa 3a JleyeHne Ha Nonu-
mopoHa KT.

258

He3zabaBHa enekTpokapanoBep-
<A unn gedubprnauma ce npeno-
pbyBa NPV NaLUEHTN C NPOABIKN-
TenHa KT nnn KM.

180

HeoTnoxHa KopoHapHa aHruorpa-
dua, nocneaBaHa Npu nokasaHus
OT peBacKynapuv3auus, ce npeno-
pbyBa NpPW NaLNEHTU C PeKYpPeHT-
Ha KT wnn KM, KoraTto He moxe
na 6bfe M3KIOYeHAa MUOKapAHa
nexemms.

251,
252

Kopekuua Ha enekTponuTHUA Au-
cbanaHc ce npenopbyBa Npu na-
umneHTn c pekypeHTHa KT nnn KM.

179

?Knac Ha npenopbkuTe.

PHyBO Ha AOKa3aTeNCTBEHOCT.

U3TOUHMK(LM), NOAKPeNALLY (1) NpenopbKuTe.

OKC = ocTpu KopoHapHu cuHapomu; ICD = umnnaHTupyem Kapawo-
BepTep Aepmbpunatop; BCC = BHe3anHa cbpheyHa cmbpT; KM = Ka-
MepHO MbxfeHe; KT = KamepHa TaxuKkapausa.

lMpeBeHUNA M noBefeHMe NpU BHe3anHa CbpAevHa
CMDBPT CBbp3aHa C OCTPU KOPOHapHU cmHapomu: 6on-
HUYHa d¢asa. MencupaHe/mmnnaHTupyem KapauoBep-
Tep gepubpunarop

Mpenopbkn Knac® | HugoP /EL

BpemeHHO TpaHCBEHO3HO mnewncu-
paHe ce mpernopbyBa Npv nauu-
€HTW CbC CUMMTOMHA CUHYCOBa
6paavikapansa, BbNPeKn neveHve-
TO C MO3UTMBHM XPOHOTPOMHM
cpepacTsa.

271

BpeMeHHO TpaHCBEHO3HO mnewncu-
paHe ce mpenopbyBa Npv nauu-
eHTN CbC CYMMTOMEH BUCOKOCTE-
neHeH AV 650k 6e3 cTabuneH
3aMecTUTENEeH PUTHM.

271

HeoTtnoxHa aHrnorpadus ce npe-
nopbyBa Npv NauneHT CbC CUMM-
TOMeH BucokocTeneHeH AV 650K,
Nnpu KOUTO He e OCbLUeCcTBEHa pe-
nepdysusa.

271
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MpenporpamvipaHe Ha Beye WM-
nnaHTnpaH ICD ce npenopbuBa
npy nauuveHT! C MOBTapALWO ce
HEeMOTMBMPAHO BKOYBaHe Ha ICD.

272

MpenporpamvipaHe Ha Beye WM-
nnaHtupax ICD Tpabea aa ce uma
npeasua npu n3nnwHu ICD-wo-
KoBe.

[E] 272

WMmnnantauma Ha ICD wnu Bpe-
MeHHO n3non3eaHe Ha WCD moxe
na ce uma npegsup <40 pgHu
cnef MuoKapfeH WHGapKT npu
n3bpaHM naumMeHTM (C HenmbiHa 1Ib
peBackynapmsauma,” npepglect-
Bawwa JIKOU gucdyHkuma, nosasa Ha
aputMnn >48 4. cnep HavyanoTo Ha
OKC, nonumopdHa KT unu KM).

170,
273

Mo npuHuun <40 AHW cnep mu-
oKapfeH MHOapKT He e rnokasaHa
vmnnaHTauma Ha ICD 3a nbpBUYHa
npeseHuna Ha BCC.

274,
275

2Knac Ha npenopbkuTe.

®HuBO Ha fOKa3aTeNCTBEHOCT.

U3TOUHMK (LK), NOAKPENALL (1) NPenopbKuUTe.

dHenbsiHa peBacKynapm3aLmsa 03HauaBa HeycrelHa MHTePBEeHLMA Ha
BVIHOBHATa Ne31A WAV HaJIMume Ha HEBUHOBHM J1€31K, KOUTO He MoraT
Aa 6baaT nekyBaHu.

OKC = ocTpu KopoHapHu cnmHapomu; AV = aTpro-BEHTPUKYNapeH;
ICD = umnnaHTupyem Kapauoseptep gedunbpunatop; IKOU = neBoka-
MepHa n3Tnackeaua ¢ppakuus; BCC = BHe3anHa cbpgeyHa cMbpT; KM =
KamepHo MbxfeHe; KT = kamepHa Taxmkapaus; WCD = kapauosepTep
fedubpunatop-KuneTka.

npexrBenu N3BbHOONHNYEH CbpAeYeH apecT, TpA6Ba Aa ce nva
npenBua KOpoHapHa aHrnorpadusa cnep npeMuHaBaHe npes
CrnewHna KabuHeT nnm 3BEHOTO 3a MHTEH3VBHO NeYeHmne C Len
M3K/IOUYBAHE Ha HECbPLAEYUHM NMPUYMHU 33 apecT.?’

B ycnosuaTa Ha OKC 1 peumamnsupalla NnpogbknuTenHa u/
NN xeMoguHaMmuyHo 3Haumma KT mnm KM, 6bp3ata ycnewHa
peBacKynapusauma e Koy KbM Mo-HaTaTblUHA NPeBeHUUA Ha
apuTMusTa U TpsGBa Aa ce npeanprieme HesabasHo.'32°0:271

5.1.3.1.  KamepHu apummuu npu ocmpu KOpOHApHU CUHOPOMU
OcTpaTa ncxemusa npenn3BUKBa enekTpuyecka HecTabunHocT,
nposokupalua KA npu naunentn ¢ OKC.2%° PaHHOTO 13non3sa-
He Ha 6eTa-6nokepu B ycnosuata Ha OKC Hamanasa KT/KM u
CnefoBaTesHO ce npenopbusa.?>’2%° Kopekums Ha xunomarHe-
3nemMuATa 1 XMMNoKannemmnaTa Moxke fa NOMorHe npu n3bpaxHu
naumneHTn. JleueHneTo CbC CTaTUHM HaManfABa CMbPTHOCTTa NpU
naunenTn c CAD, 0CHOBHO Upes npefoTBpaTABaHe Ha MOBTOPHU
KOPOHApHU CbOUTUA, 1 CIefoBaTeNHO € YacT OT MPenopbyaHo-
TO PYTVHHO JIEKAPCTBEHO NieyeHme, 270271

5.1.3.2.  Ynompeba Ha aHmuapummuy4HU iekapcmed npu ocmpu
KOPOHApPHU CUHOPOMU — 06WU CBOOpaxeHuUs
EnekTpnueckata KapguoBepcus unu gedubpunauns e Hame-
ca Ha n3bop 3a OCTPO NpekpaTaBaHe Ha KA npu nauyneHTn c
OKC."?71 PaHHOTO (MO Bb3MOXHOCT i.v.) MpunoxeHme Ha 6eTta-
610Kepy MOXe Aa CMOMOTHe 3a NMPeBeHUNA Ha PeKypPeHTHUTe
apuTMunN.2>726%271 AHTNAPUTMUYHOTO JIEKAPCTBEHO JleueHme C
amrofapoH Tpabaa fa ce MMa NpeaBua, Camo ako eNU30ANUTE Ha
KT nnun KM ca yectu 1 He morat noBseuye fa 6bAaT KOHTPONMPaHK
crnocnepoBaTesiHa efleKTpuyecKa kapanosepcus unu aednbpu-
nauma.?' Mpwu peunaueupalla npoabkutesiHa KT unu KM, He-

pearupalym Ha 6eTa-610Kepu UM aMMOAAPOH WKW B Cllyyaid Ha
NPOTUBOMOKa3aHUA 3a aMMOAAPOH, MOXe ia ce MMa NpeaBua
WHTPaBeHO3eH nuaokauH. Mpu nauneHTn ¢ peungmsmpaiya KT
unn KM, npefun3BrKaHy OT KamepHa ekcTpacucTona (premature
ventricular complex, PVC) Bb3HMKBalla B YaCTU4YHO yBpeneHu
BnakHa Ha Purkinje, kKaTeTbpHaTta abnauna e MHoro ebeKTUBHa 1
TpA6Ba fa ce B3eme npeasna?®'2% (suxTe pasgen 6.3.2).

5.1.3.3.  [layueHmu ¢ ocmpu KOpOHApHU CUHOPOMU 6e3 KamepHU
apummuu

MpenopbuBa ce 6eTa-6OKEPHO fleyeHne 3a MNpPeBeHUUs Ha

KA.2>7271 MpodunnakTMYHOTO NleYeHne C aHTUAPUTMUYHI NeKap-

CTBa He Ce e 0Ka3aso MOoJe3HO 1 JaxKe MOXKe Aia MMa yBpexaall

edeKT 1 N0 Ta3m NPUUYNHA He ce npenopbuBa.?>”26?

5.1.3.4. KamepHu ekcmpacucmonu

PVCs n HenmpopbmkuTenHata KamepHa Taxukapgua (non-
sustained ventricular tachycardia, NSVT) ca yectn npu nauneh-
™ ¢ OKC, 0cobeHo Mo Bpeme Ha MbpBUYHA MEPKYTaHHa KOpo-
HapHa MHTepBeHUMA 3a STEMI (M3BecTHM KaTo penepdy3noHHN
aputMum). Te MHOTO PAZKO MMAT XeMOAUHAMUYHA 3HAUYUMOCT ©
He M3MCKBaT creuuanHo neveHue. MpogbxkmTenHaTta U yecta
KamepHa eKTonua Moxe fa 6bae npusHak, ye e HeobxoanmMa
[OMbJIHUTENIHA peBacKynapusaumsa (C Apyru Aymu, NoBTOpHa
aHrMorpama/nepKyTaHHa KopoHapHa uHtepseHuus).2>%2”1 Mpu
xemoguHaMmuuHo 3Haumma NSVT, TpA6Ba fa ce uma npensug
amuogapoH (300 mg i.v. 6onyc)."?’!

5.1.3.5.  [lpodwnxumenHa KT u KM

PekypeHTHaTa npoabmxuTtenHa KT, ocobeHo Korato e nonu-
MopdHa, unu pekypeHtHoto KM Moxe fia ca 6ener Ha Henbi-
Ha penepdy3na UM HacTbMBaHe Ha ocTpa mcxemus. Mo Tasu
npuunHa TpAabBa fa ce obCbAM CnellHa KOpPOHapHa aHrmorpa-
¢1a.25%271 PekypeHTHaTa nonumopdHa KT, gereHepupalla B KM,
MO»e fia ce nosnuse ot 6eta-6nokepu. JlonbnHUTenHo, Abnbo-
KaTa ceflaLma MOXe [la CMOMOrHe 3a HamasABaHe Ha env3oauTe
Ha KT unnu KM. AmrnopapoH (150-300 mg i.v. 6onyc) Tpsabsa aa ce
1Ma npefBuA C Len oCcTpo NOTUCKaHE Ha XeMOAUHAMUYHO 3Ha-
ynmuTe pekypeHTHU KA. YnotpebaTa Ha Apyrv aHTUAPUTMUYHN
nekapcta npu OKC (kaTo npokanHamua, nponadeHoH, amMa-
nuH, drekanHng) He ce npenopbusa.’26%27!

5.1.3.6. KamemwpHa abnayus npu peyuousupawia npoossixu-
mesiHa KamepHa Maxukapous, peyuousupawio KaMepHoO
MvXOeHe U eflekmpuydecka 6yps
Mpu nauneHTn ¢ peunamsupaila KT nnn KM, Bbrnipekn nbHaTta
peBacKynapusauma 1 ONTUManHOTO MeAMKaMEHTO3HO JleueHue,
TpAbBa fAa ce obcban panmodpeKBeHTHa KaTeTbpHa abnauus.
PekypeHTHUTE enu3oam Ha KM morat ga 6baat npoBOKMpaHu
oT PVCs, Bb3HUKBALLM B MACTOTO Ha YaCTUYHO YyBPEe[eHM BlakHa
Ha Purkinje, nnun Ha KamepeH mMroKapg, yBpeaeH oT ncxemus u/
unu penepdysua. MNpr NOYTH BCUUKK CllyYam CyoCTpaThT e Joc-
TbNeH OTKbM eHAOoKapAa. TOUHUAT KaTeTbpPeH MeNVHT 1 ycreLu-
HaTa abnauua Ha Tpurepute Ha KT nnn KM, nnmn Ha MuokapaHua
cybetpart, noagbpxaw, KT unn KM, e cnoxHa v cneunduyHa
npoueaypa. Mo Ta3n npunyrHa, TpA6GBa fa ce MMa NpeABUS paH-
HO HacouBaHe Ha nauueHTu ¢ 6yps ot KT nnm KM kbm cneymanu-
3vpaHy abnaumoHHN LeHTpoBe.261-265

5.1.3.7.  EkcmpakopnopanHu ycmpolicmea 3a noonomazaHe

Mpn n3bpaHn naumeHTn c pekypeHtHa KT unu KM, Konto He
ce OBflaAABaT OT rOpenocoyYeHnTe MPEenopbKM 3a fleveHune, C
Lien xemoAanHaMnyHa ctabunmsauua Tpabea aa ce obcban NM-
nnaHTaumna Ha ycTponcTao 3a JIK nognomaraHe nnm ekctpakop-
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nopasaHa XxeMogvHamn4yHa NOAAPBXKKA. TakmBa MHTEpPBEHLUU
MoraT Aa OCUTypAT TepaneBTUYeH Npo3opeLl, NO3BOoABALY KO-
POHAPHU NHTEPBEHLMN NPU KapAUOreHeH LWOK Ab/Kall ce Ha
pekypeHTHa KT nan KM. Makap ye ¢ ycTponcTBa 3a KamepHO
nofinomMaraHe Moxe fia ce NocTUrHe XxemovHaMnyHa cTabunu-
3auUusA, BEPOATHOCTTa 3a peunansmpanHe Ha KT nnm KM e Bucoka
I IHTEPBEHUMOHHOTO JleYeHue e 3aTpyaHeHo.2>

5.1.3.8. bpadukapous u copoeyeH 6710k

BbMorKHa e nosiBa Ha 6paguKapana U cCbpheyeH 650K, KOUTo ca
CBbP3aHN C NMOBULLEHA BBTPEOONHNYHA CMBPTHOCT. AV 6110KbT
ce ObJIKM Hali-4ecTo Ha MPOKCMManHa OKJy3usa Ha AAcHaTa Ko-
poHapHa apTepua UNN OOMUHaAHTHA UMKymdreKcHa apTepus.
Bbp3aTa KOpoHapHa peBacKynapusaumsa Ha-4ecTo Bb3CTaHO-
BAIBa NPOBOAMMOCTTA.?>3 Korato B pe3ynTaT Ha 6pagukapavsta
HaCTbMMN TEXKO XeMOAVHAMUYHO HapyLleHne (06MKHOBEHO Npu
HanpeaHan Unu NMbieH cbphedeH 610K NpK unca Ha ctabunex
3amecTUTeNieH HodaneH pUTbM) UK KOraTo T NepcucTupa Bb-
NPeKy KopoHapHaTa peBacKynapusaunsa, MOXe Aa Ce HanoXu
BPEMEHHO KaMepHO MelichpaHe ¢ nencrpaly KaTeTbp, BbBefeH
nepKyTaHHO [0 AdcHaTa kamepa.?’! Mpu nepcucTupalya 6pagu-
Kapauvsa nnm cbpaedeH 610K MoXe fla € He06X0ANUMO NOCTOSHHO
nericupaHe, KOeTo TpsAbBa fja Ce OCbLLECTBY B CbOTBETCTBYUE C
TeKyLwmTe NpenopbKiy 3a nencmpate.’”

5.1.4. [lporHocTn4YHa ponsA Ha paHHOTO KaMepHO
MbXAeHe

PaHHOTO KM (T.€. HacTbnBawwo B pamkmTe Ha 48 u.) npn OKC e
CBbP3aHO C METKPATHO YBeNnuYeHre Ha GONHMYHaTa CMbPT-
HOCT?7 11 BEPOATHO Pa3KpuMBa PUCK OT MO-AbIrOCPOUHA CMbPT-
HOCT. He BCMUKM MO-KBbCHW C/lyyan Ha CMBPT Ca BHE3amnHu 1 pe-
WweHneTo 3a fedrbpunaTopHa Tepanus TpsbBa a ce 0OCHOBaBa
Ha HanMuKe Ha ApYyrv JOMbHUTENHN PUCKOBU GAKTOPU, OCBEH
KM vnn KT B ycnosusTa Ha OKC.278:279

CrpaTtudmkauma Ha pucKka 3a BHe3anHa CbpAeyvHa
CMBPT paHo (B pamkuTe Ha 10 AHM) cnep MMOKapAeH
nHapKT

Mpenopbkn

PVS moxe fa ce uma npefBug paHo
cnen MMokapaeH UHGapKT npw na-
LMeHTH ¢ HamaneHa JIKOU (<40%)
3a OLleHKa Ha pWCKa OT BHe3arHa
CMBpT.

HevHBa3mBHM  TecToBe  (Hanp.
MWKPOBONITOB anTepHaHC Ha T-
BbJIHAaTa, TECTOBE 3a aBTOHOMHa
ancoyHkuma unmn SA-ECG) He ce
npenopbyBaT 3a pPUCKOBa CTpa-
TMdUKauma B paHHaTa ¢pasa cnep
MUOKapAeH MHPaPKT.

2Knac Ha npenopbKuTe.

PHMBO Ha OKa3aTeNCTBEHOCT.

U3TOUHMK(LM), NoAKpPeEeNALL(M) NpenopbKuUTe.

JIKOW = neBokamepHa n3Ttnackeawa ¢pakuusa; PVS = nporpamupaHna
KamepHa cTumynaums; SA-ECG = curHanHo-ycpefjHeHa eneKkTpoKapan-
orpama.

5.2. Ckopo cnep mnokapaeH nHpapKT

5.2.1. CrpaTudumKauma Ha pucKa 3a BHe3amnHa
cbpAevyHa CMbpT

BCC e BaXHa npuumMHa 3a CMBbPT Cfef OCTbP MUOKApAEH UH-
bapKT 1 YecTo ce AbMIKM Ha peuunanBrpaly MHGapKT. Bbnpeku
TOBA, paHHATa MMMNaHTaUMA Ha aedumbpunatop cnep nHGaApPKT
He nopgobpsaBa NpoOrHosaTa, BEPOATHO MOPaAN KOHKYPEHTHU
NPUYMHA 3a cMbPT.2’427> MpenopbyBa ce ONTMManHa peBacKy-
napv3auma u MegmKkaMeHTO3Ha Tepanus (BKJouBalla 6eta-6510-
Kepwu, ABOVIHA aHTUTPOMOOUNTHA Tepanua U CTaTUHW) U npe-
BeHUMsA 1 neveHne Ha CH, KomTo ca ocHOBa Ha NpeBeHUKATa Ha
BHe3arHaTta CMbpT Cpej Ta3u rpyna nayneHtu. Makap ye B Tasu
KOXOpTa Ca MPOBEPEHUN 1 OTXBbPNEHN HAKONKO HEVWHBA3UBHU
PUCKOBY MapKepa 3a BHe3arHa CMbPT, HAKOW JaHHW NOAKpensaT
ynoTpebaTta Ha paHHa NMporpamvpaHa cTMmynauus npu nayu-
EHTU C NPEeXMBAH MUOKapAeH MHPAPKT 1 noHmxkeHa JIKOW, Toi
KaTo Te3n 6e3 nHayurpyema moHomopdHa KT numat HUCHK puck
OT nocfieaBalla BHe3anHa cMbpT.?®> Heobxogmmu ca paHgoMu-
31paHn N3NUTBAHUSA 3a OKOHYATENTHO onpejesiAHe Ha PoNATa Ha
nporpamupaHaTa CTumMynaLuus 3a paHHa cTpaTudukauma Ha pu-
CKa cfiefl OCTbp MUOKapaeH nHbapKT.

5.2.2.A36upaHe Ha NoAXO4AL, MOMEHT
3a NocTaBsHe Ha UMMIaHTUPyeM KapuoBepTep
AedunbpunaTtop cneg MmnokapaeH UHGapKT -
oLleHKa Ha neBoKamepHaTta guchyHKLuA npean
" cnep n3nucBaHe

N360p Ha onTMManeH MOMEHT 3a NOCTaBAHE Ha MM-
nnaHTMpyem KapguosepTtep pedubpunatop cnep
MuokapaeH nHdpapkt. OueHKa Ha fleBOKamepHaTa us-
TnackBauwa ppakums.

Mpenopbku Knac® | Hueo® U3t

PaHHa (Npenwn n3nuceaHeTo) oueH-
Ka Ha JIKOW ce npenopbuBa npu 286-
BCMYKM NALNEHTMN C OCTbP M1OKap- 288
AeH MHbapKT.

HoBa oueHka Ha JIKODU 6-12 cen-
MWLM CNef MMoKapaeH MHpapKT ce
npenopbyBa 3a OLEeHKa Ha MoTeH-
LuanHaTa Hy»fja oT NnocTaBaAHe Ha
ICD c uen nbpBrYHa NpeBeHUUs.

286-
288

2Knac Ha npenopbKuTe.

"HuBO Ha fOKa3aTeNCTBEHOCT.

U3TOUHKK(YK), NoaKpenALw() NnpenopbKUTe.

ICD = nmnnaHTUpyem Kapguoseptep aedprbpunatop; IKODU = neBoka-
MepHa n3Tnackealya dpakuyms.

PaHHO (<40 gHun) noctaBsaHe Ha ICD unn BpemeHHa (<40 aHwW)
ynotpeba Ha WCD moxe fia ce 06Cbay Npy Hasmuve Ha cneuu-
bUUHKN CbCTOSAHUA, KaTo NpefLecTBaLLo HapyweHre Ha JIKOW,
HembJiHa peBacKynapusauns U apuTMMUA HacTbhBala >48 u.
cnep Hauanoto Ha OKC. TpabBa fa 6be onpeaeneH BUABT Ha KA
(moHoMOpdHa, nonumopdHa, nneomopdHa KT unu KM), Kakto 1
ObJDKUHATA HA UuKbna Ha KT (HenpoabikUTeNHW KpaTKuy 3amno-
BE WU HEMPOABIKUTENHN AbNrY nepuoau). MNpu n3sbpluBaHe
Ha nMporpamrpaHa cTMMynauus, TpsibBa fAa ce onpenenu UHAy-
LMpyemMoCTTa 1 BUZa Ha MHAYUMpaHaTa aputMusi (MOHOMopdHa
KT, nonumopdHa KT, KM).27427>
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JIKOW TpnbBa na 6bae oueHeHa 6-12 cegmuumn cnep mMu-
oKapaHUA MHGAPKT Npu CTabUIHU NaUMEeHTM 1 NPU Te3n Ha
onTMMasHa fiekapcTBeHa Tepanuva 3a CH ¢ uen pa 6baat npe-
LUeHeHN MoTeHUMaNHUTe MOKa3aHUA 3a MbpBUYHA MNpPEeBaH-
TUBHa MMNMaHTauus Ha aedubpunatop. OueHkaTa TpA6Ba Aa

6bAe CTPYKTypupaHa 1 Aa ce NPOBEXAa NPV BCUUKM NaLyeH-
TVI.271,286—288

5.3. CrabunHa KoOpoHapHa apTepuasHa
6onect cneg MnokapaeH HpapKT
CbC 3anaseHa ustTnacksauwa ¢ppaxkuuma

CbBpemMeHHaTa peBacKynapuvsauma U BTOPUYHA MpPeBaHTUBHA
TepanuA Mo3BonfABa CbxpaHABaHeTo Ha JIKODW npu noseueTo
nauMeHTn, ABABALLYM Ce PaHO C OCTbP MUOKapAeH NHGAPKT. Bb-
npeku ye puckbT oT BCC npu Te3n naymeHTy e 3Ha4YnTesHO no-
HUCBK, OTKOJIKOTO MpW NauueHTUTe C TexKo HapyleHa JIKOWY,
abcontoTHMAT 6polt kepTBu Ha BCC cbe 3anaseHa JIKOW e Bucok.
Heobxonnmo e nogobpsaBaHe Ha cTpaTernnTe 3a pa3kprBaHe Ha
pucka ot BCC cpef ymepeHo-prickoBaTa nonynaums.

5.3.1. Crpatndunkauma Ha pucka

CtpaTuduKauma Ha pucka Nnpy NaLneHT cbe cTabunHa
KOpOHapHa apTepuanHa 6onecrt ciieq MUOKapAeH WH-
dapKT cbc 3anaseHa nsTnackBaa ¢ppakumus

Mpenopbkn Knac? Huso® E3

PVS TpabBa fa ce vma npensua
npu nauveHTn MNpPeXuBenu Muo-
KapaeH nHdapKT cbe 3anaseHa JIK [[E]
dYHKLUMA 1 CMHKON, 38 KOWNTO HAMa
Lpyro obsacHeHue.
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?Knac Ha npenopbKuTe.

®H1BO Ha fOKa3aTeNCTBEHOCT.

U3TOUHMK(LM), NoAKPeNALL(M) NpenopbKuUTe.

JIK = neBokamepHa; PVS = nporpamupaHa kamepHa cTumynaumsa.

loBeueTo NpoyyYBaHKA, KOMTO Ca OLEHUSIM Mos3aTa OT HEeMHBa-
3MBHaTa cTpaTndMKaLMA Ha PUCKa, ca NPOBeAEeHN NPU NaumeH-
TW C TeXKO HapyLeHa JIKDU (<40%) nnm B cmeceHa nonynauus.
B Te31 npoyuBaHUA KNMHUYHKAT M3X04 B NoArpynata naymeHTu
c IKOW >40% unun He ce cbobliaBa, Uy NoarpynuTe ca 6unm
npekasieHo MasiKy, 3a ja ce Hanpasu aHann3 n nHTeprnpeTayms
Ha AaHHWTe. MoHacToAwWEeM, NP NaUUeHTU C oThaneyeH Mu-
oKapAaeH nHoapKT 1 3anaseHa JIKOW HUTO eanH meTop 3a cTpa-
TUdMKaLMA Ha pUCKa He e NoKasan JocTaTbyHa cneunduyHocT
N YyBCTBUTESTHOCT.

CoblyecTByBa OrpaHMUYeHO KONMYECTBO JaHHW OT MOArpynu
B rofiemy MpoyuyBaHUsA, Yye nporpaMmpaHaTa KamepHa CTuMy-
nauma e nosesHa 3a cTpatMduMKauma Ha pUcka Npu naymeHTn
NPeXUBANN MUOKAPAEH UHGAPKT C MEXAVHHN CTOMHOCTU Ha
JIKOU vnn ¢ JIKOU >40%.289-282 To3n BbNpoC e B npouec Ha
M3ACHABaHe B MPOBEXJALOTO Ce MOHACTOALEeM W3NUTBaHe
Risk Stratification in Patients With Preserved Ejection Fraction
(PRESERVE-EF) (NCT02124018).

5.3.2.MpenopbKu 3a onTuMmarnHa cTrparerus
Hanocnegbk 6sxa ny6nvkyBaHu Mpenopbku 3a KOpOHapHa
peBackynapvsauus.'* Te npegnarat sicHa HGopMaums 3a Heo6-

PeBacKynapusauusa npu nauneHT cbc ctabunHa Kopo-
HapHa apTepuanHa 6onect cneg MnokapaeH nHdapKT
Cbc 3anaseHa usTnackBauia ¢pakuus

Mpenopbkn Knac® | HusoP /E,

KopoHapHa peBackynapusauua ce
npenopbyBa 3a HaManABaHe Ha
pucka ot BCC npu nauneHTn ¢ KM,
KoraTo Hauyanoto Ha KM e npeg-
WecTBaHO OT OCTpa MMUOKapAaHa
nexemus.

289,
290
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U3TOUHMK(UK), NnoaKpenAL(M) NnpenopbKuTe.

BCC = BHe3anHa cbpaeyHa cMbpT; KM = KamepHO MbXaeHe.

XOAMUMUSA MOAXOM U Ha uMTaTena ce nNpenopbyBa ga ce obbpHe
33 NOAPOBGHOCTN KbM OPUTMHANTHUA AOKYMEHT.

Mpwn naynenTn ¢ CAD 1 KA 0CHOBHO 3HauYeHue UMa OLeHKa-
Ta Ha 06CTPYKTMBHATa KOPOHapHa bonecT n ncxemusaTa. Xupyp-
rMyHaTa peBacKynapr3auma Moxe a MNOoBULLN NPeXUBAEMOCT-
Ta 1 ga npegnasn ot BCC. VimnnaHTaumaTa Ha ennkapgeH ICD
eNleKTpo/ Mo BpeMe Ha a0OpPTO-KOPOHApHKA Gainac He e CBbp-
3aHa KaTo Ao C HamansBaHe Ha CMbPTHOCTTa. [lepKyTaHHaTa
KOpOHapHa MHTEPBEHLMA CbLLO € CBbp3aHa C M3pa3eHOo MOHU-
XeHue Ha CbpAeyHaTa CMbPTHOCT, MOpPaAmM No-Masiko Cilyyaur Ha
CMDBPT OT MUOKapAEH MHOAPKT UM BHE3arnHa CMbpT.

PeBackynapusauuaTa Mmoxe fa goBefe A0 MOBULLIABAHe Ha
JNIKOW ¢ =5-6% npu 15-65% oT cTtabunHuTe nayueHTn. ToBa
e 0c06eHOo BanuaHO MNpU Te3n C AaHHU 32 UCXEMUYEH UMK XU-
6GepHMpaLly MUOKapA B NpefonepaTBHUTE 06pa3HU nscnesBa-
HMA.221292 MHO3MHCTBOTO OT MaUMEeHTUTE C TEXKO MOTUCHaTa
JIKOW BegHara cnep STEMI nokaseaT 3HaUUTENHO NofobpeHne
Ha cucTonHata dyHKuma cneq 3 meceua.?®s JIKOU tpsabea fga
O6bAe oLeHeHa OTHOBO 6-12 cegMuLUM Crefl KOpoHapHa peBac-
Kynapwv3auus, 3a ia ce NpeLeHAT NoTeHUMaNHNTE NokKasaHua 3a
mmMmnnaHTayma Ha ICD 3a nbpBMYHa NpeBaHLuA.

Mpu nauneHTyn, Kouto npexnsasat BCC, peBackynapusaum-
ATa MOXe Aia Hamanu peunavBUPaHETO Ha XKMBOTO3acTpallaBa-
wu aputmum n BCC n ga nogobpu KNMHUYHKA U3X0[, 0CO6EHO
npv JaHHW 3a ncxemma npepwectsawa BCC. Mpopbnxuten-
HaTa MoHoMopdHa KT npu nauneHTn C npekapaH M1UokKapaeH
MHPaPKT MoKasBa No-cfaba CKIOHHOCT 3a MOBJMABAHE OT pe-
BacKynapusauus. Manko BepoAaTHO e MMoOKapaHaTa peBackKy-
napvsauma ga npegotspatu pekypeHTtHa BCC npu nauymeHTn ¢
06LWNPEH MUOKAPAEH UMKATPUKC U M3Pa3eHO MOHMXKEHME Ha
JIKOW.

5.3.3.YnoTtpe6a Ha aHTUAPUTMUNYHM JIeKapCTBa

PonATa Ha aHTMapUTMUYHMTE NeKapcTBa 3a npesBeHumA Ha BCC
Npwv NauMeHTV C NpeKapaH MUoKapaeH MHGAPKT 1 3anaseHa us-
TRnackeala ¢ppakumsa e orpaHuyeHa. MoBeyeTo JaHHWM MABaT OT
npoyusaHeTo CAST,'?° koeTo e NoKasasno, Ye 6IOKepUTE Ha HATPV-
eBuTe KaHanu (cpeacTtaa oT knac A n 1C) noBumwwaBaT CMbPTHOCTTa
cnef MuoKapaeH nHdapkt. Cpefcreata ot Knac |l (6eTta-6nokepn)
MMaT yCTaHOBEHa PONA 3a HamanABaHe Ha CMbPTHOCTTa Npu
naumeHTn ¢ noHwxeHa JIKOW cnep MrnokapgeH nHGapKT v Tasu
NPOTEKTMBHA PONA MOXe 6V MepcrcTMpa U Npu NauMeHT! CbC
3ana3zeHa JIKOW, Ho edekTbT MM BbpXy BCC He e gokasaH. U Ha-
Kpas, HAMa [oKa3aTesCTBa, Ye ammnofapoH (cpeactao ot knac Ill)
HamansaBsa yectoTaTa Ha BCC npu nauymeHTn cbe 3anaseHa JIKOU
cnep npekapaH MUoKapAeH UHPapKT. Bce nak, Ton moxe 6u nr-
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YnoTpe6a Ha aHTUAPMTMUYHI NleKapCcTBa
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AMVOZAPOH MOXKe [ia ce Mma npea-
BMA 3a obneKkyaBaHe Ha CMMMTO-

293,
muTe oT KA npu npexunsenu mu- 204
okapfieH MHGapKT, HO He OKa3Ba
B/IUAHKE BbPXY CMbPTHOCTTA.
Tepanua c 6nokepu Ha HaTpreBU-
Te kaHanu (knac IC) He ce npeno-
pbuBa 3a NpeBeHLVA Ha BHe3amnHa 131

cmbpT npu nauneHtn ¢ CAD unmn
KOWUTO Ca MpexuBenu MUoKapaeH
NHPAPKT.

2Knac Ha npenopbkuTe.

®H1BO Ha fOKa3aTeNCTBEHOCT.

U3TOUHMK(LM), NTOAKPENALL (1) NpenopbKuUTe.

CAD = KopoHapHa apTepuanHa 6onect; KA = KamepHU aputMmn.

pae pons 3a obneKyaBaHe Ha CMMNTOMATMKATa U HamMansABaHe Ha
eny3ogunTe Ha apUTMUA B Tasu rpymna naumeHTu.

Mpyi CUMMTOMHY, HO HE W >KMBOTO3ACTPALLABALLY APUTMMI
(PVCs unu kpaTka 1 6aBHa NSVT), aMmmogapoH e cpefcTBO Ha M360p,
Tbii KaTo MOTUCKA apuTMIUTE, 6e3 fa BoLLaBa NporHo3ara.??32%

s A
CneluHa aHrvorpama u
N0 Bb3MOXHOCT Mb/Ha
peBacKynapusaums
. /

e N
beta-6nokepHa Tepanus

(Hanp. 5 mg meTonponon i.v.)

|
v Y

Peuuamnsnpatya KT/KM unn Crabunex
o>
yecTa HenpogbkuTenHa KT nayyeHT

e A
Kapanosepcus/pednbpunaLua
MoracABaLLo neiicupaxe
AmmrogapoH 300 mg iv.
JingokanH

06cbxza ce Hyxaa
OT JOMbAHUTENHA
peBacKynapu3aLma
(npoBepka Ha JIK dyHkuma, [
MOBTOPHa aHruorpadus)
0bcbxpaa ce HacuLaHe
Kt n Mg?

O6cbxpa ce KaTeTbpHa
abnauwa u/unu cegupare
11 HacouBaHe
| KbM CriewuanyisupaH LeHTop |

J

g J

OKC = ocTpy KOPOHAPHY CYHPOMVY; i.v. = MHTPaBeHO3HO; K = Kanuiz;
JIK = neokamepHa; Mg2* = marHe3uii; KM = kamepHo MbaeHe;
KT = KamepHa Taxvkapava.

Qurypa3: [OnarHOCTVMYeH afiropuTbM NP NaLUeHT C

NPOABMKUTENHN KaMepHU apuTMun 1 ACS.

5.3.4.KateTtbpHa abnauus

KT HacTbnBa npu 1-2% OT NauMeHTUTe KbCHO Clnef MUOKapaeH
NHGAPKT, YeCTO Cflef, HTEPBaAs OT HAKONKO roAnHW. PekypeHT-
HaTa KT moxe fa 6bae nekyBaHa epeKkTVBHO C KaTeTbpHa abna-
LMsA, KOATO HamansaBa pA3Ko peumamnsute Ha KT B Manku cepum
OT MauMeHTH, NeKyBaHW B CneumannsrpaHmn LeHTpose. Bbnpo-
CbT, AN MbpBUYHaTA abnayma Ha 4obpe NoHacsAHa NPOABIIKN-
TenHa moHomopdHa KT npu naymeHTn ¢ JIKOU >40% 6e3 oxpa-
HABaLy ICD Hocy non3a, 3acny»aBa JOMbIHUTENHO NPOYyYBaHe.
[JoToraBa noctaBsHe Ha ICD TpabBa fa ce o6CbKAa Npu nauu-
EHTW, MPEXMBANY MUOKapAeH UHPAPKT 1 CTpagalLm OT Npogbi-
x»uTtenHa KT unmn KM npu nunca Ha ocTpa ncxemus, fake n cneg
ycrelwHa KateTbpHa abnaums,61-26

6. Tepanuu npu nauneHTn
C neBOKamMmepHa AncPyHKLUunA
cvunu 6e3 cbpAaeyHa
HeAOoCTaTbYHOCT

MNpun noseyeto naumeHT cbc CH ce yctaHoBaABaT KA, a BHe-
3aMHaTta CMbPT e yecTa B Tasm nonynayms.82°52% Yectorara
1 TexxecTTa Ha KA HapacTBart ycnopegHo ¢ TexecTtTa Ha CH, HO
3HaUYeHNEeTO MM 3a NpPeAcKa3BaHe Ha BHe3amnHa CMbPT e HeAc-
HO.297-300 BcbUHOCT, MAEHTUMKALMATA HA MOBULLEH PUCK OT
BHe3amnHa CMbPT Npu nauneHTr cbc CH ce e okaszana nsknum-
TeSIHO TPyAHa 3ajada U eANHCTBEHUAT CbOOLLAaBaH NOCTOAHEH
1 He3aBUcKM daKkTop e TexkecTTa Ha JIK gucdyHkumsa unu JIKOW.

6.1. MbpBUYHa NpeBeHLMA Ha BHe3arHa
CbpAeyYHa CMbPT

6.1.1. JlekapcTBa
Mpn naumeHnt cbc CH npu cuctonHa aucdyHkuma (JIKOU
<35-40%) ce npenopbuBaT ACE nnxnbutopu, 6eta-6nokepu n
MRAS, TbI1 KaTo Te HamanABaT obLiaTa CMbPTHOCT U BHE3anHaTa
cMbpPTE (BUKTE pasgen 5).

ACE wnHxnbutopmute HamanaeBaT oblWaTa CMbBPTHOCT C
15-25% v ce npenopbyBaT NPU BCUYKN NaLNEHTN C MOHXKEeHa
JIKOW.83% BeTta-6nokeprTe HaManABaT CMbPTHOCTTA € ~35% 1

Vnorpeﬁa Ha JieKapcTBeHn cpenctBa nNpu nayueHTun
CcyieBOKaMepHa AIIIC¢yHKI.|VIiI

Mpenopbku Knac® | Huso® N3t

OntumanHa dapmakonormyHa Te-
panua ¢ ACE uHxmbutopu (nnu,
npwv HemoHocumocT, ¢ ARBs), 6eTa-
6nokepu 1 MRAs ce npenopbuBa
npu naumeHt cbc CH 1 cuctonHa
anchyHkuma (JIKOU <35-40%) 3a
peayuMpaHe Ha obwarta CMbpT-
HocT n BCC.
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ACE = aHrmoteH3unH-koHBepTUpaLy eH3nm; ARB = aHrmoteHsuH Il pe-
uentopeH 6nokep; CH = cbpaeyHa HepgocTaTbyuHOCT; JIKDU = neBoka-
MepHa u3Tnackala ¢pakumsa; MRA = MrHepankopTUKOMA-peLenTop-
HU aHTaroHuct; BCC = BHe3anHa cbpAeyHa CMbpT.
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MMaT aHTMMCXEMUYHY CBOWCTBA, KOUTO BOAAT O cneundryHmn
QHTU-apPUTMUYHM ePeKTN N HaMansaBaT cneundryHO YecToTa-
Ta Ha BHe3anHaTta cMbpT.8 CkopowHy gaHHu ot Konabopatme-
HaTa rpyna no 6eta-6nokepu nNpu cbpheyHa HeOCTaTbYHOCT
(Beta-Blockers in Heart Failure Collaborative Group) noctaBar
NoA CbMHEHME KIUHWYHOTO CTaHoBULe, Ye GeTa-6nokepute
nofgo6psBat nporHo3ata npu naymeHTn cbc CH 1 MM n 1 rpy-
naTa NpenopbuBa KINHULUCTUTE Aa CbOOPA3AT TepanuaTa Ha
CcboTBeTHaTa nogrpyna nauneHtn cbc CH ¢ Te3n gaHHmn.3% C
Len JOMbJIHUTENHO NPOYYBaHe Ha Te3n Npean3BUKaTeNHN Ha-
6nofeHnA, aBTopuUTe 3aABABAT, Ye ,MMa CrellHa Hy»Kaa 1 He-
TbPNenvBO OYakBaHE Ha JaHHW OT cneunPpryHN N3NUTBAHUA
npu naumeHTn cbe CH n NM”.307

MRAs HamanABaT CMbPTHOCTTa 1 YecTOoTaTa Ha cilyyauTe Ha
BHe3amnHa CMbPT NpU NaumeHTy cbe CH, npy KOoUTo Beye ce npo-
Bexkaa Tepanua ¢ ACE-uHxmbutopm un 6eta-6nokepu.'43308309 B
Hali-HOBOTO NPOYYBaHe BK/OYBALLO enyiepeHoH, 20% oT nauu-
eHTUTe ca 6unm c umnnaHtTupaHo yctpoinctsao (ICD nnn CRT), Ho
NeKapcTBOTO e 6UNo efHaKBO eHEKTUBHO NPU NaLMEHTV C 1 NPK
Te3mn 6e3 Tepanua ¢ ycTponctso.3%® Tosu 6naronpuaTeH epekT
Ha MRAs Bbpxy uectoTata Ha BCC npu naumeHTn c JIK cuctonHa
ancoyHKLmA 6elle NOTBbPAEH OT MeTa-aHaNM3 Ha LWeCT Npoyuy-
BaHMA, NOKas3Ball, 4ye naymeHtute nekysaHu ¢ MRAs ca nmanu
23% no-manbk puck (odds) ga nonyuyat BCC B cpaBHeHMeE C KOH-
TponHata rpyna [OR 0.77 (95% Cl 0.66, 0.89), P = 0.001].3'° MHoro
nauuneHTn cbe CH BCe owwe npuemart AnypeTrLm U SUTOKCUH, HO
Te He NOoHWKaBaT obLaTa CMbPTHOCT 1 YecToTaTa Ha BHe3anHa-
Ta CMbPT. AHIMOTEH3UH-PELENTOPHN 6I0KepY 1 BabpPaauH ce
npenopbyBaT nNpu noarpynu nayueHt cbc CH.8 AmnogapoH
HE 3acsAra KIMHUYHNA U3X04 Npw naumeHTn cbe CH,'* a npeg-
BUA BMCOKATa YeCTOTa Ha JIEKapCTBEHA TOKCMYHOCT,® Toi He ce
npenopbyBa 3a o6uia ynotpeba npu Te3u naumeHTun. B cnyyam-
Te Ha CUMNTOMHU KaMepHU (Taxu)apuUTMUM NPU NaumneHTn cbe
CH (kaTo Te3n cTpagawwm ot AedubpunaTopHn LOKOBE UK OT
HenpogbmxkuTenHn KA cbc cumnToMaTiKa) aM1MoAapoH € aHTua-
PUTMWNYHO CPEACTBO Ha 1360p, 3aL40TO He BNIOLABa KIAVHUYHUA
13xoA.">2 [pyru aHTMapuUTMUYHI CPEACTBA He ce MPenopbyBaT
npwv nauveHTn cbe CH no cbobpakeHus 3a 6esonacHoCT.’

Mpe3 nocnepgHwTe 10 FOAMHU HapacTBa OCb3HaBaHETo, ye
MHOTO MauWeHTW, KOUTO MMaT Mpu3HauyM 1 cumntomm Ha CH
ca C HopMasiHa Unn 3anaseHa n3Tnackealla ¢pakuma (Cbpaey-
Ha HeJOCTaTbUYHOCT CbC 3anaseHa dpakuna Ha U3TNacKBaHe,
CH3®W).83" MHoro oT TepanuuTe, KOMTO NOJOOPABAT NPEXMBSA-
emocTtTa npu CH c HamaneHa $pakuma Ha nstnacksaHe (CHHOW)
ca no-HeedpekTBHY npu CH3OW. OTHOCUTENHO ronam gan ot
Te3n NauMeHTM UMaT He-CbPAEeYHOCHLOBU NPUAPYKaBaLM 3a-
60nABaHNA 1, BbNPEKN Ye BHE3arnHarta cMbpT e vecta,>'? nunc-
BaT npoyysaHuna Bbpxy |ICDs unn CRT c gocTtatbyHa cTatucTnye-
cKa cuna. lMoseyeTo ronemu nekapctseHu nsnutsaHua npu CH
6sxa NnpoBefeHN Npeau nybnukysaHeTo (Npe3 2005 r.) Ha no3u-
TVBHW PE3yNTaTyi OT OCHOBOMOMAralyy n3nuTBaHms ¢ ICDs%3%4 n
CRT;3133' pesynTatute OT T€3U U3NUTBAHNA AOBELOXA [O BUCOK
KNlac Ha NpenopbKuTe B yKasaHuATa 3a noaxod kbm CH 1 orpo-
MHO HapacTBaHe Ha TsixHaTa ynotpe6a.”3'®

6.1.2. UMnnaHTUpyemMmn KapanosepTtep
Aedubpunatopm

PaHHMTe npoyuBaHuA Bbpxy cTonHocTTa Ha ICDs npu JIK gnc-
dyHKUMA 65xa NpoBeAeHV NPY NaUMeHTN C NpefLwecTBaly Cbp-
JeyeH apecT (T.e. BTOPUYHa NpeBeHUMA) UK Npu KOUTO ca ce
U3UCKBANW JOMbAHUTENHN eNeKTPOGU3NONOrNYHY Kputepnn.!
[lBe ronemu npoyyBaHuA ocuryprxa AaHH1 3a MbpBrYHaTa npe-
BeHUMA Ha BCC ¢ ICD npw naymeHTn cbc CH 1 noHmxkeHa JIKOU:

NWmnnantupyem Kapauoseptep aedubpunatop npu
nayueHTu ¢ IeBOKaMepHa AnchyHKuus

b
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Tepanua c ICD ce npenopbuBa 3a
HamanaBaHe Ha yecTtoTaTta Ha BCC
npuv nayneHTn cbc cumntomHa CH
(NYHA knac II-1l) n NKOWN <35%
cnep =3 Meceua onTUMasnHa Megu-
KaMeHTO3Ha Tepanua Npu o4akBa-
Ha NpeXnBAemocT ¢ Aob6bp PyHK-
LiMOHaneH cTatyc noHe 1 roguHa:

- WcxemnyHa  etvonorva  (Han-
Manko 6 cegmuuM cnep MmokKap-
LieH UHOapKT).

63,64

64,316,

- HencxemunyHa etnonorus. 317
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CH = cbppaeyHa HepocTaTbyHOCT; ICD = MMNNaHTYPYeM KapAnoBepTep
nedubpunatop; JIKOU = neBokamepHa ustnacksalla dpakumsa; NYHA =
New York Heart Association; BCC = BHe3anHa CbpfeyHa CMbpT.

nsnuteaHeto SCD-HeFT®* n MADIT-II (Multicenter Automatic
Defibrillator Implantation Trial 11).633'® B SCD-HeFT ynotpe6a-
Ta Ha ICD e goBena go NoHwkeHne ¢ 23% Ha pucka oT CMbpPT
[hazard ratio (HR) 0.77 (95% Cl 0.62, 0.96), P = 0.007] n abconioT-
HO MOHMXeHMe Ha CMbPTHOCTTa CbC 7% cnep 5 roguHn (0T 29 fo
22%). B pamoTo ¢ ICD e HacTbnNuiIo NOHUXeHMEe Ha BHe3anHaTta
cMbPT ¢ 60%.%"° EGekTbT BbpXY 06LWaTa CMbPTHOCT He e 6un
3aBMCMM OT TOBa Aanu npuumHnuTe 3a CH ca ncxemMmnyHy nnu He-
NCXeMUYHY, HO e MMasio pa3nuka crnopef GyHKLMOHaNHMA Knac
no NYHA: ICDs ca ce oka3anu MHOro epekTUBHM NPU NaLMeHTK
B Knac ll, Ho He ca nokasanu 3abenexum edpekT BbPXY CMbPT-
HocTTa npu nauneHTn B Knac lll. B MADIT-II naumeHTunTe B rpyna-
Ta ¢ ICD ca umanu noHm»eHne Ha obwata CMbPTHOCT ¢ 31% [HR
0.69 (95% Cl 0.51, 0.93), P = 0.016], a eanH No-KbCeH aHanu3 Ha
TOBa MpoyyBaHe nokasa,ye nonsata ot ICDs B Ta3m nonynauua
e 3aBucuma ot BpemeTo,>'® ¢ no-ronama nonsa npu naumneHTy,
YMINTO MHAEKCEH M1OKapAEeH MHPAPKT e 6Un No-oThaneyeH BbB
BpeMeTo OT paHAOMM3aLUNATa.

Makap uye ynotpe6ata Ha ICDs npu nauveHTu, npexneenu
MUOKapAeH NHOAPKT (T.e. UCXEMUYHA €TUONOrNS), Ce NOTBbPX-
[aBa OT MoBeue AaHHW, pefyKumATa Ha obliaTa CMbPTHOCT 1
pUTbMHaTa CMbBPTHOCT Npu naumeHTn cbc CHHOW ¢ Heuncxe-
MUYHa e€TMONOrMA CbLIO HaMupa NoTBbp)KAeHWe. B n3nutea-
HeTto DEFINITE (DEFibrillator In Non-Ischemic cardiomyopathy
treatment Evaluation)3'® e yctaHoBeHa TeHAEHUMA 33 MOHUXa-
BaHe Ha cmbpTHOCTa B rpynata ¢ ICD [HR 0.65 (95% Cl 0.40, 1.06),
P = 0.08], pokaTo BHe3anHaTa CMbPT € Hamanana 3Hauymmo. [HR
0.20 (95% Cl 0.06, 0.71), P = 0.006]. B nsnutsaHeto SCD-HeFT®3
npu nauyneHTn 6e3 npeawectsaly UHGaAPKT (M HemcxemmnyHa CH)
e HabnogaBaHa TEHAEHLMA 3a MOHMXKaBaHe Ha obLlaTa CMbpT-
HocT [HR 0.73 (95% Cl 0.50, 1.07), P = 0.06]. B cbwoTo n3nuTBaHe
npy NaynmeHTTe C CXeEMUYHA €TUONOMUA CbLLO € UMAJIo CamMo
TEHAEHLMA 33 MOHWXKaBaHe Ha o6waTta cMbpTHOCT [HR 0.79 (95%
Cl 0.60, 1.04), P = 0.05], koeTo noka3Ba, Ye ABeTe MOArpPynu ca
6UNN BEPOATHO NPEKaNneHo MasnkKm 3a JOCTUraHe Ha cTaTucTuye-
CKa 3HauMmMocT.%® CboTBETHO, B MeTa-aHanm3 Ha Desai et al.>' Ha
neT U3NUTBaHWA 3a NbpPBUYHA NpeBeHUus, BKNouBawu 1854 na-
LMeHTU c HencxemnyHa CH, ynotpe6bata Ha ICD e foBena fo cur-
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HUPUKAHTHO MOHMeHKe Ha obLaTa CMbPTHOCT ¢ 31% [HR 0.69
(95% Cl 0.55, 0.87), P = 0.002]. Tepanua c ICD He ce npenopbyBa
npwv nauneHTn ¢ KpaeH ctaguii Ha CH (NYHA knac IV) u npwu gpy-
M1 NauMeHTU, KOUTO Ca C OYakBaHa NpeXxmnBaemMocT <1 roguHa.

MNMoHacToAwem HAma RCTs pemoHcTpupawm nonsa ot ICD
npv 6e3cumntomHm nauneHTn (NYHA knac l) cbc cuctonHa guc-
dyHKuma (JIKOU <35-40%) vnn npu naumneHTn cbc CH 1 3ana-
3eHa JIKOW >40-45%, Taka Ye npu Te3u NauMeHTn He ce npeno-
pbuBaT ICDs 3a nbpBMYHaA NpeBeHUNA.

6.1.3. WmnnanTpyemu Kappmnoseptep
Aedunbpunatopu npu naymeHTn B Knac IV
no New York Heart Association nnaHnpaHun
3a cbpAevHa TpaHcnnaHTauusa

UmnnaHtupyem KapauoBepTep pedubpunatop npu
naymneHTu B Knac IV no New York Heart Association nna-
HUpaHU 3a CbpAeYHa TPaHCNNAHTaUuA

Mpenopbkn Knac® | HusoP NsT

ICD Tpsab6Ba ga ce B3eMe npeasua
3a MbpBMYHA W BTOpMYHA npe-

320
BeHumA Ha BCC npu naumeHTn ot lla 321’
MCTaTa Ha yakalwute cbpheyHa
TpaHcnaHTauus.

2Knac Ha npenopbKuTe.

®H1BO Ha fOKa3aTeNCTBEHOCT.

U3TOUHMK(LK), NOAKPeENALL(M) NpenopbKuUTe.

ICD = umnnaHTupyem KapavnosepTep Aedubpunatop; BCC = BHe3anHa
CbpAeyHa CMbPT.

Jlnnceat paHAOMM3UPAHN U3NUTBAHMA BbPXY 3HAYEHMETO Ha
ICDs npwu nayuneHTn B Knac IV no NYHA. O6wonpueTo e, ye ICD-
Tepanua He ce NpenopbyBa NPY NALNEHTN C TEXKKA, MeANKaMeH-
TO3HO-pedpaKkTePHA CUMMNTOMATIKA, KOUTO He ca KaHAMAaTy 3a
CRT, ycTponCTBO 3a KamepHa NoaapbKKa UAv CbpAeYHa TpaHC-
nnaHTaumn.8 Cutyaymata obaue npu naymeHTy c ambynaTopeH
knac IV, KouTo ca 3anMcaHn B NncCTaTa Ha YakalmTe cbpheyHa
TpaHCNMaHTauuA, MoXxe Aa e pasnnyHa. Te3n naumeHTn 4yecto
TpAbGBa fa yakaT Ha-Manko 1 rognHa 1 PUCKBT UM OT BHE3amnHa
CMBPT e BUCOK. [laHHUTe OT fBe 06cepBaLOHHN NPOYyYBaHMA,
KOWUTO ca u3cneasany obwo nout 2000 nayneHTn, eqHOTO OT
KouTo e HoBO,32° a apyroTo no-cTapo (C HKCKa ynoTpeba Ha Ge-
Ta-6n0kepw),>?' NnokasBaT BEPOATHO MOBYLLEHA MPEXNBAEMOCT
npv nayuneHTtu c ICD.

6.1.4. CobppAeuHa peCMHXPOHU3MPaLYa Tepanus

6.1.4.1.  CopOeyHa HeOOCMAMBYHOCM C HAMAJIEHA SIEBOKAMEPHA
usmnackeawa gpakyus 8 knac lll/améynamoper knac IV
no New York Heart Association
Mpv nayveHTn B CUHYCOB PUTHM NPEnopbKUTE Ca AafeHun B
3aBNCUMOCT OT HaMYMeTOo CNPAMO nuncata Ha mopdonorua
Ha JIbb, a CcbWwo 1 B 3aBUCUMOCT OT wupuHata Ha QRS-Kom-
nnekca (120-150 mc vs. >150 mc)'® (Tabsuya A Ha To3u pasgen).
3a naumeHTn ¢ MM npenopbkuTe ca fapeHun B Tabauya B Ha
TO3U pasfen.

e ronemn RCTs [COMPANION (Comparison of Medical
Therapy, Pacing, and Defibrillation in Heart failure)®'* n CARE-
HF (Cardiac Resynchronization - Heart Failure)®'] npu nayunen-
TV c ymepeHa po Texkka (knac lll-1V) CH B cnHycoB pnTbm Noka-

3axa, Yye CRT HamansBa 3a60NAeMOoCTTa ¥ CMbPTHOCTTA B Ta3u
nonynaums.

COMPANION npoyuBa nauneHTn cb¢ CHHOW v wnprHa Ha
QRS-komnnekca =120 mc. B cpaBHeHMe C mayneHTUTe Ha U30-
NiMpaHa onTUMasnHa MeaukaMeHTo3Ha Tepanua, Npu Tesn C M-
nnaHtupaH CRT neicmenkbp (CRT-P) e oTueTeHa TeHAeHUMA 3a
NoHmXeHne Ha obuata cmbpTHOCT [HR 0.76 (95% Cl 0.58, 1.01),
P =0.059], a npu nauymeHTn cbc CRT-D - noHmeHune ¢ 36 % [HR
0.64 (95% C10.48, 0.86), P = 0.003]. CRT-D, HO He n CRT-P, Hamana-
Ba yectoTaTa Ha BCC B TOBa npoyuyBaHe.

Bbnpekn ye KputepuaT 3a wunpuHa Ha QRS-komnnekca B
CARE-HF e 61n cbuio =120 mMc, naumeHT ¢ WwnprHa Ha QRS-Kom-
nnekca 120-149 mc e Tpab6Bano Aa OTroBapAT Ha AOMbIHUTE-
neH KpuTepwuii 3a guccnHxponua. CRT-P e pegyumpana obuata
cMBbPTHOCT € 36% [HR 0.64 (95% C1 0.48, 0.85), P < 0.002].%* B pas-
WwnpeH poknag Ha nsnutesaHeto CARE-HF (cpepeH cpok Ha npo-
cnepAasaHe 37 meceua), CRT-P e noHmXuna v BHe3anHaTa cMbpT
c46% [HR 0.54 (95% Cl 0.35, 0.84), P = 0.005] npu NoOHW»KeHMe Ha
obulata CMbPTHOCT KbM TO3U MOMeHT ¢ 40% [HR 0.60 (95% Cl
0.47,0.77), P < 0.001].3%%

B3eTtun 3aegHo, COMPANION n CARE-HF gaBat cunHu nokasa-
TencTBa B nonsa Ha ynotpebata Ha CRT (CRT-P unu CRT-D) npwu

Ta6bnuuya A: CbpaevyHa pecMHXpoHU3Mpalia Tepanus
3a NbpBMYHa MNpeBeHUMA Ha BHesamnHa
CMBPT Npu NaLMeHT B CMHYCOB PUTBM
n ¢yHKkumoHaneH knac lll/ambynatopeH
knac IV no New York Heart Association

b C

Mpenopbku Knac® | Huso nsTr

CRT ce npenopbuBa 3a Hamansa-
BaHe Ha oblaTa CMbPTHOCT Npwu
nauveHtTn c JIKDU <35% u J1bb,
BbMPEKN NPOBEAEHOTO Hal-Manko
3-MeceyHo fleyeHrie ¢ onTrMmasnHa
dapmakonornyHa Tepanusa, npu
KOWTO MMa OuaKkBaHa npexuBse-
MOCT MoHe 1 roarHa B fO6bP GyHK-
LIMOHaseH cTaTyc:

322-326

- Mpu npoabmxutenHoct Ha QRS
>150 mc

313,314,
327-329

- Mpn npopbmxutenHoct Ha QRS

120-150 mc 313,314

CRT TpsabBa nnu moxe fa ce B3e-
Me npeaBuA 3a HamMansaBaHe Ha
obLaTa CMbPTHOCT NPY NaLNEHTU
¢ IKOW <35% 6e3 JIBB, Bbnpekn
NpoBeAeHOTO Hai-mManko 3-me- 326,
CEYHO fleyeHre C onTumasnHa dap- 323-325
MaKoNIorMyHa Tepanus, npu KouTo
MMa OYaKBaHa MpPEXMUBAEMOCT
noHe 1 roguHa B fo6bp GyHKUKMO-
HaneH cratyc:

- Mpwn npopgbmxutenHoct Ha QRS

150 mc lla B 313,314

- Mpwn npopgbmxutenHoct Ha QRS

120-150 mc Ilb B 313,314

?Knac Ha npenopbKuTe.

"HuBO Ha fOKa3aTeNCTBEHOCT.

U3TOUHMK(LM), NOAKPeNALL (M) NpenopbKuTe.

CRT = cbpaeyHa pecuHxpoHmsmpatla tepanus; JIbb = nas 6egpeH 610k;
JIKOU = neBokamepHa n3tnackBalla Gpakuys; MC = MUTMCEKYHAN.
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Ta6nuuya B: CbppeyHa pecMHXpOHM3MpaLya Tepanus 3a
NbpBUYHA NpeBeHLMA Ha BHe3anHa CMbpT
npu NauyueHTN B NepMaHEeHTHO NpeAcbpA-
HO MbXAaeHe c ¢yHKuuMoHaneH knac I/
amb6ynatopeH knac IV no New York Heart
Association

Mpenopbkn Knac® |HusoP NsT

CRT TpabBa pa ce B3eme npensug
3a HamanaBaHe Ha obLjata cMbpT-
HOCT MpW NauUMeHTU C XPOHUYHA
CH, QRS 2120 mc n JIKOU <35%,
KOWTO OCTaBaT BbB (YHKLMOHA-
neH knac lll/ambynatopeH knac IV
no NYHA, Bbnpeku npoBegeHaTa
MUHMMYM 3-MeceyHa onTuMasiHa
dbapmakonornyHa Tepanua c ovak-
BaHa NPeXnBAEMOCT Haii-mManko 1
rogMHa B A06bP dyHKUMOHaNneH
CTaTyc, Npu yCIoBMe Ye MoXe fia ce
NOCTUrHE Bb3MOXHO Hail-6n13Ko
o 100% AByKaMepHO nercupaHe.

lla B 330, 331

A6nauma Ha AV CbeauHeHuneTo
TpsAbBa Aa ce B3eme npensua B
Cnyyai Ha HenmbJIHO ABYKaMepHO
nencupaxe.

lla B 332,333

aKnac Ha npenopbKuTe.

PHMBO Ha fOKa3aTeNCTBEHOCT.

U3TOUHMK(LM), NoAKpPeNALL(M) NpenopbKuUTe.

CRT = cbpaeyHa pecnHxpoHusmpalia tepanus; JIBb = nas 6egpeH 6510k;
JIKOW = neBokamepHa nstnacksatya ppakuus; MC = MATUCEKYHAN.

naumeHT cbc CHHOW 1 ymepeHa [0 TexKa CUMNTOMaTKKa, Kou-
TO MMaT paswurpeH QRS-komnnekc, ocobeHo Te3un c mopdonorms
Ha JIBb. HAKonKo apyrv npoyyBaHua, perncTpu n Meta-aHanmsm
npoyusaT otroBopa kKbM CRT B 3aBMcMMOCT OT Mopdonorus-
Ta Ha QRS-KomMnnekca 1 MHO3MHCTBOTO OT TAX Ca NOAKPenuv
cxBaljaHeto, Yye QRS ¢ mopodonorua Ha JIBb maeHTudmumpa
noArpyna nauveHTn ¢ No-ronAama rnonsa; TyK ce npaBu KpaTbK
npernes Ha KtoYoBU NPOYUYBAHUA, PErmcTpu U MeTa-aHanmsun.
HanHn o1 ICD-pernctbpa Ha Medicare (Medicare ICD
Registry),3?6 kouto BkntouBaT 14 946 nauyueHTy, Mokassear, ue
CRT-D He e 6una edektmHa npu [bb, KoeTo cn nnum no no-su-
coKaTa CMbPTHOCT cfief; 3 roavHU npwv naumeHTn ¢ ABb B cpas-
HeHne c JIBb [HR 1.37 (95% Cl 1.26, 1.49), P < 0.001]. MNpoyusa-
Heto REsynchronization reVErses Remodeling in Systolic left
vEntricular dysfunction (REVERSE)*3¢ notebpkgaBa noHmkeHne
Ha KOMOVHMPaHUA KNMHUYEH KpaeH KpuUTepuii camo npu nauu-
eHTn ¢ JIBb (OR 0.53,P < 0.0032) 1 noka3Ba nmnca Ha nonsa npu
nauneHTn 6e3J166 (OR 0.74, P = 0.21). AHanu3bT Ha MopdonormaTa
Ha QRS-komnnekca B npoyusaHeto MADIT-CRT??2 noka3Bsa NoHu-
eHMe Ha MbpPBUYHMA KpaeH rokasaTten npu nauuneHTy ¢ QRS-
mopdonorus Ha JIBb (HR 0.47, P < 0.001), HO He 1 NpW NauneHTn
6e3 QRS-mopdonorua Ha JIbb (HR 1.24, P = 0.257). UHTepec npega-
cTaBnaBa GakTbT, e pUckbT OT KT, KM 1 cMbpT € Hamanan camo
npwv naumeHTm c JIBb. Hackopo 6ele nyb6nnkysaH gbnrocpoyeH
aHanu3 Ha naumeHt oT MADIT-CRT'*® noTtebpkaasaly, Ye cneg
7-roavHo npocneaasaHe npuv nauneHTy ¢ QRS-mopdonorua Ha
JIBB ce Habnopgasa nonsa ot CRT-D [HR 0.59 (95% Cl 0.43, 0.80),
P < 0.001], gokato npwu naymeHTn 6e3 mopdonorua Ha JIbb He e
nmano edekT, a faxe e umano BeposTHa Bpeaa ot CRT-D [HR 1.57
(95% Cl 1.03, 2.39) P = 0.04]. MNpwn aHanun3a Ha faHHuUTe oT RAFT
(Resynchronization—Defibrillation for Ambulatory Heart Failure

Trial ) Bb3 ocHOBa Ha mopdonoruata Ha QRS, CRT-TepanuaTa e
nokasana no-ronama nonsa npw naumenTu c JIbb, oTkonkoTo npu
nauveHTn 6e3 J165.32 UHTepecHo e, ye nauyveHTy ¢ QRS >160 ms
6e3 mopdonorus Ha JIBb ca Umany CKPOMHO NOHWMKEHME Ha Mbp-
BUYHMA KpaeH KpuTepui [HR 0.52 (95% Cl 0.29, 096), P = 0.033].
Bbnpekun dpakTa, ye B Ta3u rpyna e Mmano camo 53 naumeHTu, no-
TeHumanHata nonsa ot CRT npu nunca Ha mopdonorua Ha JIbb
Ha QRS-komnnekca Npu HaanMume Ha M3paseHo paslirpeHne Ha
QRS (QRS =160 mc) 3acny»xaBa uscnegsaHe. ToBa HabnogeHne
Cce NOAKpens OT pesynTaTute B MeTa-aHanu3a Ha Cleland et al.33*
BKntouBaly AaHHM oT CARE-HF, Multicenter InSync Randomized
Clinical Evaluation (MIRACLE), REVERSE, Multicenter In-Sync ICD
Randomized Clinical Evaluation (MIRACLE ICD) n RAFT. Bbnpeku
oyvesmaHata nonsa ot CRT npu nauymeHTn ¢ JIBb B egHOBapmaHTeH
aHanus, pesyntaTute oT My/lTUBapPUaHTHUA MOZEN NOACKa3BaT, ye
camo wupuHaTta Ha QRS-komnnekca npeAckassa BennyMHaTa Ha
edekTa ot CRT Bbpxy KNnHM4HUA nsxod. Nery et al.3%* ny6nviky-
Ba MeTa-aHa/ln3 Ha KJIMHWYHM npoyusaHuA cbC CRT pokycmpaH
BBbpPXY 485 naumeHTn ¢ QRS mopdonorua Ha [IBb , KoTo nokasBa
SIMNca Ha Non3a oT pecuHxpoHu3npalya Tepanua [HR 2.04 (95% Cl
1.32, 3.15), P = 0.001]; 3a CbKaneHne He ca NpefoCTaBeHUN JaHHU
3a wnpwmHata Ha QRS.

Sipahi et al.3*> ca HanpaBwIM MeTa-aHanm3, B KOWTO Te 13-
cneaBart 33 KIVHUYHW N3NUTBaHUA U3CneABalyn epeKkTa oT MOp-
¢donoruata Ha QRS Bbpxy CRT, Ho camo yetupu (COMPANION,
CARE-HF, MADIT-CRT n RAFT) BKNouBaT K/AMHWYEH K3XO[ B
3aBUCcMMOCT oT Mopdonormata Ha QRS-komnnekca. Korato Te
ca oueHunmn epekta ot CRT BbpXY KOMOUHaLMATa OT Hebnaro-
NPUATHU KIVHWYHK CbOUTUA npu 3349 naumeHTn C U3XOAEH
JIBB, Te oTunTaT 36% MOHWMXKEHME Ha puUcKa Mpu ynotpeba Ha
CRT [RR 0.64 (95% Cl 0.52, 0.77), P < 0.00001]. TakaBa nonsa He
ce Habniopaasa ob6aye npu naumneHTy ¢ He-JIBB npoBogHM Hapy-
weHwuA [RR 0.97 (95% Cl 0.82, 1.15), P = 0.75].3%° UHTepecHoO e, ue
npwv aHann3 Ha n3NuTBaHUA 6e3 nanonssaHe Ha ICD (CARE-HF n
COMPANION), Bce nak e 6una HabnogaBaHa nonsa ot CRT npwu
J1BB (P < 0.000001).

B ckopolueH ronam meta-aHanu3s Ha wecT RCTs (COMPANION,
CARE-HF, MADIT-CRT, MIRACLE, RAFT n REVERSE),?* BkntouBali
6914 yyactHuum (1683 c He-JIBb mopdonorua Ha QRS-komnne-
kca), CRT He e cBbp3aHa C NOHWKEHME Ha CMbBPTHOCTTA U/Unn
xocnutanusauma 3a CH npu naunenTn ¢ QRS-mopoonorna 6e3
JI6B [HR 1.09 (95% C1 0.85, 1.39)].3%7

CnepoBatesnHo, wrpokuaT QRS 6e3 mopdonorusa Ha JIEB Bce
ole ocTaBa 06M1acT Ha HeCUTypPHOCT Mo oTHowweHne Ha CRT. Ha
6a3aTa Ha Te3u laHHW, BbNpekKu GaKTa, ue NoBeYeTo NaLueHT B
Espona nonyuasat CRT-D,3'* HawwwTe npenopbku ce oTHACAT Mo
npuHumn 3a CRT.

B npeavwHn gokymeHTn [npenopbku Ha American College
of Cardiology Foundation/AHA 1 KOHCEHCYCHVSA [OKYMEHT Mo
nencupare Ha European Heart Rhythm Association (EHRA)/ESC]
CblUeCTBYBaT HECHOTBETCTBMA B Knaca Ha npenopbkute 3a CRT
npw naumeHTy ¢ WwnpunHa Ha QRS-komnnekca mexay 120 n 150 mc.
Cnopen meTa-aHanu3a Ha Sipahi et al., 328 CRT e noHvXuna 3Hauu-
TeNIHO MoKasaTtensa obla CMbPTHOCT UM XOCMUTanu3aums npu
naymeHTu ¢ wrpuHa Ha QRS-komnnekca =150 mc [RR 0.60 (95% Cl
0.53, 0.67), P < 0.001], HO He 1 Npu NaumeHTK ¢ wnpunHa Ha QRS-
komnnekca 120-150 mc [RR 0.95 (95% Cl 0.82, 1.10), P = 0.49]. Npo-
yuBaHeTo Ha Sipahi et al o6aue nopa)kga MeTOLONOrMYHM CbMHE-
HUWA, NOPaAN MHOrOCTPAHHOCTTa Ha M3MOoJ3BaHUTe aHanm3n>38 n
no Tasu NpuyYmnHa 3akmoyeHneTo, ye CRT e epekTrBHa camo npwu
nauymeHTn ¢ QRS >150 mc TpabBa Aa ce pasrnexaa camo Kato 13-
cneposartenckn etan.>*® CRT He ce npenopbysa Npv NauyeHTu
cbc CH 1 wupuHa Ha QRS-Komnnekca <120 mc.3
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Mpw naumexTy c MM, CRT Tpabea fa ce MMa NpeaBuA Npv Tesmn
CbC 3HaUUTENTHO NoHWKeHa JIKDV, Ho He e foKa3aHo, Ye TA HaMa-
NABa CMbPTHOCTTa WK ClyyanTe Ha BHe3arnHa CMbPT Npu TakrBa
naumnenTn.®34° B nsnuteareto RAFT 229 (unm 13% oT usanata rpy-
na ot 1798) nayuneHTu ca 6vunm B Hayanoto ¢ MM unu npegcbpaHO
TpenTeHe.>?” Bbnpeku ue GopMasiHO He € MMaso 3HaUMMO B3aMMO-
[encTBre Mexay HadanHua puTbm 1 TepaneBTuuHuA epekT (ICD
vs. CRT-D, P = 0.14), 6poAT naLymMeHT B TOBa MPOyYBaHE € MaJTbK U
edeKTbT Npu nauyneHTy ¢ MM nnm npeacbpAHO TPenTEHe N3IeX-
[la no-cnab, OTKONKOTO NP Te3n B CUHYCOB pUTbM. Ycnexst ot CRT
npu naumeHtn ¢ MM ce onpepena Han-Beye OT CTeMNeHTa Ha ABY-
KaMepHOTO MnelicrpaHe, a TA MoXe Aa Ce MOCTUrHe NMpu MHOro oT
nalyeHTTE CaMo C MOMOLLTA Ha abnauws Ha AV cbeanHeHneTo.'©

Bbnpekyn ye pelueHneTo 3a M3BbpLUBaHe Ha abnauma Ha AV
CbeIMHEHVETO MPU TE3M NALMEHTU € BCe OLe OOEKT Ha 13BECTEH
febat, HOBU AaHHW MOACKa3BaT, Ye LbJrocpoYHaTa Npexusae-
mocT cnep CRT cpep nauveHTn ¢ MM, noanoxeHn Ha abnauya Ha
AV cbearHeHVETO, e Noao6bHa Ha HabnopaBaHaTa NpPU NaLUeHTU B
cnHycoB puTbM.>3 B 3akioueHrie, CRT Moxe Aa ce 06Cbav npu na-
umeHTn cbe CH, noctoaHHo MM n JIKOW <35%: (i) ako uma Hyxaa oT
KaMepHO neicrpaHe Ui NauyeHTsT B APYr OTHOLLEHWA MOKPYBa
KpuTtepunte 3a CRT u (ii) ako cbe CRT ce noctura 100% KamepHo
nencupaHe cnep abnauma Ha AV CbeVHEHETO MU dpapmaKoso-
rMYeH KOHTPON Ha YyecTtoTaTa (Knac 2A- B H1BO Ha NpenopbKuTe).

6.14.2. CopOeyHa HeOOCMAMBYHOCM NpU HAMAJsIeHd JleeoKamep-
Ha usmackeawa pakyus, Ho € Ieka CUMNMoMamuka
(knac Il no New York Heart Association)

Ta6bnuuya C: CobpaeyHa pecMHXpoOHM3MpaLja Tepanua —
Aedunbpunatop® 3a NbpBUYHA NpeBeHLUA
Ha BHe3anHa CMbpT Npu NaLueHTN B CUHY-
coB putbm c neka (knac Il no New York Heart
Association) cbpe4yHa HefOCTaTbYHOCT

Mpenopbkn

CRT-D ce npenopbuBa 3a Hamansa-
BaHe Ha oblata CMbPTHOCT Npwu
NauneHTn C NPOABIHKNUTENHOCT Ha
QRS =130 mc, JIKODU <30% u JIBB,
BBNPEKN NpoBefeHaTa MUHUMYM
3-MecevyHa onTuManHa dapmako-
NIOrMYHa Tepanua C ouyakBaHa npe-
KMBAEMOCT Haii-manko 1 roguHa B
[06bp dGyHKLMOHaNEH cTaTyc.

148, 322,
323,325,
327,329

CRT-D moxe pa ce B3eme npefsug
3a MpeBeHUUA Ha XocnuTanm3auu-
nTe 3a CH npu nauymeHT € npo-
ObKuTenHoct Ha QRS =150 mc,
He3aBUCMMO OT MopdonoruaTa
Ha QRS n JIKDU <35%, BbNpekun b
nposefieHaTa MUHUMYM 3-Meceuy-
Ha onTumanHa dapmakonornyHa
TepanuA C OuyakBaHa MpexuBse-
MOCT Haii-mManko 1 roguHa B job6vp
dYHKLMOHaNEeH cTaTyc.

148,
327-329,
334

aTe3n NpenopbKu ca BannaHu cneymanHo 3a CRT-D, Tbih kKaTo B npoyy-
BaHMATa 3a edeKTa Ha PeCUHXPOHM3aLMATa MPU NaumeHTyn ¢ knac Il no
NYHA ca nsnonssaHu camo CRT-D.

Knac Ha npenopbKuTe.

‘HuBO Ha AOKa3aTeNCTBEHOCT.

9M3TOUHMK(LK), MoAKPensALL(1) NpenopbKUTe.

CRT-D = cbpaeyHa pecMHXpoHu3vpalla Tepanusa-gedurbpunatop; CH =
cbpaeyHa HegocTaTbyHOCT; JIBB = nsAB 6egpeH 6nok; JIKODU = neBoka-
MepHa M3TNnackBalla pakLma; MC = MUNNCEKYHAN.

[1Be KOHTpONMpaHM NpoyyYBaHMA ca paHgommsnpanu 3618 na-
umeHTn ¢ nekocteneHHa CH ga nmonyyat ontumanHa dapmako-
nornyHa tepanua nnoc ICD unn ontumanHa gapmakonornyHa
Tepanusa ntoc CRT-D.3%732°

MpoyusaHeTo MADIT-CRT?? Bkntousa 1820 naumeHTy € neka
cumntomatuka (NYHA knac | unm 1) n JIKODU <30% npwu wvprHa
Ha QRS-komnnekca =130 mc. HayanHuAT goKiag nokas3Ba Hama-
neHue ¢ 34% Ha MbPBUYHNA KPaeH KPUTEPUIA, BKITIOYBALL, CMBPT
Nno BCAKAKBMW NPUUYnHN nnm npoasun Ha CH [25.3% vs. 17.2% 3a
ICD vs. CRT-D; HR 0.66 (95% Cl 0.52, 0.84), P = 0.001]. B goknaa
3a AgbnrocpoyHoTto npocnegasaHe B MADIT-CRT (cpepeH cpok
ot 7 roaunn),*® CRT-D e cBbp3aHa CbC 3HAUNMO HamasABaHe Ha
cmbpTHOCTTa [HR 0.59 (95% Cl10.43, 0.80), P < 0.001] B cpaBHeHMe
cbc camocTosTesneH ICD, koeTo obaye ce cBex/a 10 NaLUeHT C
n3xofeH JIBB, pokato npwu naumeHTy 6e3 JIbb He ce oTunTa non-
3a (P <0.001 3a B3anmopeicTtaue) (Tabnumua C B To3n pazgen).

B nsnuteBaHeto RAFT3? ca BkoueHn 1798 naumeHTy € neka
po ymepeHa HF(NYHA knac Il nan 1), IKOU <30% un wnprHa
Ha QRS-komnnekca =120 mc (nnm wrprHa Ha nencmpanua QRS
>200 mc). B cpaBHeHune ¢ nauyneHTn camo c ICD, rpynaTa cbc
CRT-D e noka3sana 25% pepykums Ha RR ot o6wa cmbpTHOCT [HR
0.75 (95% Cl1 0.62, 0.91), P = 0.003], koeTo NOTBbpPKAaBa nonsarta
ot ynoTtpeba Ha CRT npu naumeHT cbc CHHOW v neka cumnTo-
MaTuKa.

6.2. KamepHu eKcTpacucronu npu
nayMueHTn CbC CTPYKTYPHa CbpAeYHa
6onect/neBoKamepHa gnucPyHKUMA

JleueHue Npu NaLVeHTN c NIeBOKaMepHa ANCHYHKLUA 1
KaMepHU eKcTpacucronm

Mpenopbknu Knac® | Huso nsTr

Mpu NaLMeHTN C YeCTU CUMNTOMHN
PVC nnun NSVT:

- Tpab6Ba ga ce uma npeasug amu-
O[lapoH.

lla B 64

- Tpabsa aa ce 06CbAM KaTeTbpHa

Ila B
abnauus.

341-343

KateTbpHa abnauua Tpabea fga ce
nMa npeasug npu nayuentn c JIK lla B
ancoyHKuma cebp3aHa ¢ PVCs.

341-343

2Knac Ha npenopbkuTe.

"HnBO Ha JOKa3aTeNCTBEHOCT.

U3TOUHMK(UK), NnoaKpenAL(M) NnpenopbKuTe.

JIK = neBokamepHa; NSVT = Henpoab/kMTeNIHa KamepHa TaxMKapaus;
PVC = ekcTpacuctona (npexaeBpeMeHeH KamepeH KOMMIeKc).

KamepHuTte ekcTpacuctonn (npexaeBpeMeHHUTe KamepHu
komnnekcn, PVCs) n 3annosete ot NSVT ca yect npu nauu-
eHTn ¢ JIK ancoyHkuma n moraT fa 6baaT nocneacTeve ot nnm
npuunHa 3a JIK ancdyHkuyma. PVCs n 3annose ot NSVT npu na-
LIMEeHTUN CbC CTPYKTYPHa CbpaeyHa 6onect AonpuHacAT 3a NoBK-
LWeHNA pUCK oT cmbpT, a >10 PVCs Ha yac unu 3annose oT NSVT
ca NpUeMB MapKep 3a NoBuLeH puck.>** Ako naumeHTuTe ca
cumntomHu nopagu PVCs nnn NSVTs, unn ako PVCs nnun NSVTs
JOMNPUHACAT 3a NoHmxeHaTa JIKOW (,TaxvkappHo-nHayumMpaHa
KapavomuonaTtua”), TpAbsa aa ce Mma NpefBua aMm1noaapoH Unm
KaTeTbpHa abnayms.
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lfonemnAaT oTHocuTeneH aan Ha PVCs (>24%) npv nauneHTn
c JIK ancdyHKumA n focTa Kbcna Kynnupaly nHtepsan Ha PVCs
(<300 ms) noackassa PVC-mHayuupaHa Kapaviomuonatua.>+
Mpwv TakrBa NaUUeHTN KaTeTbpHaTa abnauua MoXxe fja NoTUcHe
PVCs 1 ga Bb3ctaHoBw JIK dyHkLmaA. 34!

6.3. [lpoabmKuTenHa KamepHa
Taxukapaus

6.3.1. JlekapcTBeHa Tepanus
JleueHne npun nayneHTn C NeBoKamMepHa AI/ICQI)yHKI.lI/IiI

M NpoAbMKUTENHa peyuanBMpalla MOHOMoOpdHa Ka-
MepHa Taxukapaus

Mpenopbku Knac® | Huso® UsT

OnTumMmn3auma Ha MeanKaumATta 3a
CH B cboTBeTCTBME C HacTOALWNTE
npenopbku npu CH ce npenopbuy- 8
Ba npwv nauymeHTu c JIK ancyHkuma
v npogbmxutenHa KT.

JleyeHune c amvofapoH Tpsabaa fa
ce B3eme NnpeaBuf 3a npeseHUmaA lla 64
Ha KT npu nauveHtv c unu 6e3 ICD.

2Knac Ha npenopbKuTe.

®H1BO Ha fOKA3aTeNCTBEHOCT.

U3TOUHMK(LWM), NOAKPeNALL(M) MpenopbKUTe.

CH = cbppeyHa HepocTaTbuHOCT; JIK = neBokamepHa; ICD = umnnaHTu-
pyem KapauoepTep aedpunbpunatop; KT = KamepHa Taxukapams.

MauveHTn ¢ JIK gncdyHkums ¢ unm 6e3 CH, nonyyasawm npo-
gbnxkutenHa KT, TpabBa aa 6bAaT NleKyBaHW CbracHO HaCKopo
ny6nukyBaHuTe npenopbku 3a CH, nogobHo Ha naymeHTUTe C
JIK pncdyHkuma 6e3 KT.8 OcseH ToBa, MearKaMeHTO3HaTa Tepa-
nua 3a npoabmxkutenHa KT Tpabsa aa nma 3a Len MakcumanHa
cumnaTukycoBa 6nokaga. B npoyusaneto MADIT-Il naumeHTn ¢
ICD, nekyBaHM C Hain-BMCOKMTe fo3u1 beTa-61oKepu, ca nonyum-
N 3HAUMTENHO HaMasleHVe Ha enn3oamnTe Ha peuranerpalla KT
unn KM, Hanarawu Hameca Ha ICD, B cpaBHeHue C NauneHTun He-
npuemawy 6eta-6nokepu [HR 0.48 (95% Cl 0.26, 0.89), P = 0.02].8
MpoyuBaHeTo OPTIC (Optimal Pharmacological Therapy in
Cardioverter Defibrillator Patients) cpaBHABa ynoTpebaTta Ha
6eTa-6nokepu, cotanon u 6eta-6yokepy NC amMMOAAPOH 3a
npeBeHumMs Ha wokose ot ICD.'”® AmuogapoH nntoc 6eTa-6110-
KepHa Tepanua ca Hamaauau 3HaYMMO PrCKa OT LIOKOBE B CPaB-
HeHVe CbC CaMOCTOATESIHOTO fleyeHre ¢ 6eTta-6nokep [HR 0.27
(95% C1 0.14, 0.52), P < 0.001] unu cotanon [HR 0.43 (95% C1 0.22,
0.85), P = 0.02]. MNpekpaTaBaHe Ha NeyeHneTo obaye e Umano
No-4ecTo NPU NaUUEeHTV NPYeMaLL COTasoN UAN KOMOMHaLMA
OT amrofapoH 1 6eta-6nokep. Yectotata Ha NpeKkpaTsaBaHe Ha
M3NUTBaHWTe nekapcTea cnief 1 roavHa e 6una 18.2% 3a amumo-
[apoH, 23.5% 3a cotanon n 5.3% 3a camoCcToATeNHNA NpUem Ha
6eTa-6nokep.

B n3nutBaHeto SCD-HeFT naumenTn ¢ JIK guchyHKuma cbe
CH knac Il unn Ill no NYHA ca nonyunnu KOHBeHLMOHanHa Te-
panua 3a CH, KOHBEHUMOHanHa Tepannsa NAC aMUOAAPOH 1
KOHBEHLMOHasHa Tepanuisa u eaHoKyxuHeH ICD.%4 B cpaBHeHme ¢
KOHBeHUVOHanHata Tepanua 3a CH, no6aBAHeTO Ha aMMOAAPOH
He e MOBULLUNI0 CMbPTHOCTTA.

6.3.2. KartetrvbpHa abnauyuns

HPEBEHI.WISI Ha peynanBuTe Ha KaMepHa TaXumkKapauna
npuv NaLnueHTn C ieBoOKaMepHa AIIICd)yHKI.lI/IiI n npoabvn-
KNTEeJIHAa KaMepHa TaXukapaua

Mpenopbku

HeoTnoxHa KaTeTbpHa abnauva B
cneuymanmsvpaH LeHTbp Wan LeH-
TbP C AOCTaTbYHO OMUT Ce npeno-
pbyuBa NpY NaLMEHTN C HENPeKbC-
Hata KT unu enektpuyecka 6yps
Bogeua go ICD-wokoBe.

AMMOAAPOH 1NN KaTeTbpHa abna-
L1sA ce npenopbyBa Npu NaLMeHTN
c nosTapAwwm ce ICD-wokoBe,
ObmxKawm ce Ha KT.

64, 156,
184-186

MocTtaBAaHe Ha ICD ce npenopby-
Ba NPV NaLMeHTV, MOLNOXKEHN

Ha KaTeTbpHa abnauyus, Korato
NOKpMBAT KpUTEPUUTE 3a JIeYeHre
cICD.

Tasn
eKc-
nepTHa
rpyna

AMNOAAPOH MNKN KaTeTbpHa abna-
umA TpAbBa Aa ce B3emaT NpeaBng
cnef NbpBu enr3oA Ha NPOAbII-
xutenHa KT npu naunenTn c ICD.

64,
184-186

2Knac Ha npenopbKuTe.

"HuBO Ha fOKa3aTeNCTBEHOCT.

U3TOUHKK(YK), NoaKpenALw(1) NnpenopbKUTe.

ICD = umnnaHTUpyem Kapauoseptep aedunbpunatop; KT = KamepHa
Taxukapaua.

B 3aBucMMoOCT OoT nognexawyma Cy6CTpaT, KaTeTbpHaTa abnayusa
3a NPOAbIXKUTENHA KT moxke na nposege 1o OCTPO CcnNnpaHe 1 Ha-
ManABaHe Ha enn3ognTe Ha peyngmnsempalla KT npn nayneHTn
CbC CTPYKTYpPHa CbpAeydHa 6onecT.

6.3.2.1. [ayueHmu c negokamepHa OUCHYHKYUSA

Mpw naymenTn ¢ JIK gucdyHkuma n npoabxutenHa KT obuuaii-
HUAT NaToM3NONOrMYeH MEXaHM3bM e UMKaTpuuranHo oby-
CJ/IOBEHa pUEHTPpU-TaxMKapana U abnauusaTa e HacoueHa KbM
KPUTUYHMA NCTMYC B PaMKUTE Ha pueHTpu-Kpbra. KT e Han-Be-
ye moHoMopdHa. AKo npu naumneHTn ¢ ICD He e HannuHa 12-Ka-
HanHa EKI no Bpeme Ha kKnuHnyHo nposseHaTa KT, AgbmknHaTa
Ha UMKbNa Ha cbxpaHeHaTa B ICD enekTporpama no Bpeme Ha
KT moxe ga ynecHu ungeHtudrkaumata Ha KnmHudyHata KT no
BpemMe Ha enekTpodur3nonornyHoTo rnscsegsaHe. Yecrto ce us-
non3Bat MpurmpaHn abnaumoHHU KaTeTpu, KOUTO criomaraT 3a
ob6pasyBaHe Ha NO-AbNIOGOKM Ne3nn 1 HaMansaBaT puUcKka OT 06-
pa3yBaHe Ha OBbI/IABaHe MO Bbpxa Ha KaTeTbpa Mo Bpeme Ha
npunaraHeTo Ha eHeprus.

MoHacTosALleM He e yTOUHeHa Hali-gobpaTta abnaTmBHa cTpa-
Terua. Jlunceat RCTs cpaBHABalM KaTeTbpHaTa abnauyua no
Bpeme Ha KT cbc cybcTpatHmA noaxof. B ponbnHeHuve, HAMA
KOHCEHCYC No OTHOLEHMe Ha naeanHarta KpariHa Len Ha npoue-
Aypata. Bbnpeku ue TpsabBa fa ce Lenu envMMHaUMA Ha BCUY-
Kn KnnHnYHM KT, npegnoynTaHaTa KpaiHa npouenypHa uen e
MOXe 61 HeMHAYLMPYyeMoCT Ha BcAKakea KT cnep abnayumsTara.

Mma naumeHTm ABABALLM Ce C enekTpuyecka bypsa. KateTbp-
HaTa abnaums Moxe PA3KOo Aa NPeKpaTy TOBa MOTEHLMANTHO K-
BOTO-3aCTpallaBallo CbbuTUe 1, KAaKTO e NMoKa3aHo, HaMansaBa
yecToTaTa Ha PEKYPEHTHUTE ENU30AN Ha efleKTpuyecka bypsa B
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CpaBHEHE CbC CAMOCTOATEIHOTO MeIKaMEHTO3HO fleyeHue.'83
MauneHnTn ¢ KT, cBbp3aHa CbC cnegmHbapKTeH LMKaTPUKC, ca C
TEHAEHUMA KbM MO-A006BbP KAVHUYEH U3Xo[ cfief, KaTeTbpHa
abnauua ot naumeHTn ¢ KT, AbKalla ce Ha HeMcxeMmyHa Kap-
avomuonaTua. et NpoCcneKkTUBHM NPOYYBaHNA Ca OLEHUAN PO-
NATa Ha KaTeTbpHaTa abnauma 3a neyeHne Ha NPOLbIIKUTENHA
KT.'84-188 MpoyusaHeTo Multicenter Thermocool cbo6uasa 49%
YyecToTa Ha HemocpeACTBEHUA ycneX, AedUHNPaH KaTo npemax-
BaHe Ha BCUYKM nHayumnpyemm KT, n 53% cpegHOCPOYHO OTCHCT-
Bue Ha KT B nepuopa Ha npocnepssaHe oT 6 meceua.'®> OcTbp
ycnex B npoyusaHeTo Ha Cooled RF Multi Center Investigators
Group, geduHMpaH KaTo eNvMMUHUPaHe Ha BCUYKM UHAYLMPY-
emn KT, e nocturHat npu 41% ot nauventute.'®* OTcbcTBUE
Ha peumnaunsmpawm KA ce otbenassa npu 46% oOT nauneHTUTe
npes neprioga Ha HabnogeHve ot 8+5 meceua. B npocnekTus-
HoTo npoyuBaHe Euro-VT, HenocpefcTBeH abnaynoHeH ycnex e
nocTurHat npu 81% oT NnaumMeHTUTe, a NUNca Ha peunanemnpaLla
KT - B 51%.186 M3nutBaHeTo SMASH-VT (Substrate Mapping
and Ablation in Sinus Rhythm to Halt Ventricular Tachycardia
Trial) oueHABa ponATa Ha KaTeTbpHaTa abnauuna Npu NaymeHTun
C npeplwecTsal] MMoKapaeH MHOAPKT 1 noHwkeHa JIKOWN.'®
MaymeHTnTe ca nonyunnu nmnnaHtauma Ha ICD 3a KM, xemogu-
HaMU4YHO HecTabunHa KT unu cuHkon npv uHayumpyema KT no
Bpeme Ha UHBA3UBHO eNleKTPOodU3NONOrMyHO TecTyBaHe. Mauun-
€HTUTE B KOHTPONIHOTO pamo ca noayuunu camo ICD. Huto eaunH
OT NaLMEHTUTE He e MOSyYn aHTUAPUTMUYHN NekapcTBa. KaTe-
TbpHaTa abnauus e v3nonsBana cybcTpaTeH NoAxoA, HacoueH
cpelly abHOPMHM KaMepHU MoTeHLManu Ha ¢poHa Ha CMHYCOB
puTtbM, 6€3 fla e Heobxoauma rHaykuma Ha KT. MNpe3 nepuon
Ha npocnepABaHe cpefHo 2316 MmeceLa e yCTaHOBEHO 3HaYMMO
MOHMXKEHMe Ha YecToTaTa Ha enmsoante Ha KT oT 33% B KOH-
TponHaTa rpyna Ha 12% B abnaymMoHHOTO pamo. Helwo noseue,
yecToTaTa Ha wokoseTe oT ICD e Hamanana ot 31% Ha 9% cnepn
KaTeTbpHa abnayus.

MpoyusaHeto VTACH (Ventricular Tachycardia Ablation in
Coronary Heart Disease) paHaoMu13npa NpoCneKTUBHO NaLmneH-
TV C NpepLwecTBaLy MMoKapaeH MHOAPKT, MOHMXeHa N3TNacKkBa-
wa dpakums (£50%) 1 xemoarHamunyHo cTabunHa KT ga nonyvat
KaTeTbpHa abnauua nny aa octaHat 6e3 apyra Tepanus, OCBEH
nocnensaio noctaesaHe Ha ICD.'®8 MbpBUYHKAT KpaeH NoKasa-
Ten e 6un Bpeme A0 NbpBu peunans Ha KT nnn KM. CBo6ogHaTta
oT peuunamsmpawa KT 24-meceyHa npexunsaemocT e 6una no-
BMCOKa B rpynara ¢ abnayma B CpaBHEHME C KOHTPONHaTa rpyna
[47% vs. 29%, HR 0.61 (95% Cl 0.37, 0.99), P = 0.045]. CpefHuat
6poit moTmBMpaHu ICD-woKoBe Ha NauMeHT rOAULIHO € Hama-
nan ot 3.4+9.2 Ha 0.6£2.1 Npu NnaumeHTUTE NOANOXEHN Ha KaTe-
TbpHa abnauus (P = 0.018). KateTbpHaTta abnauus He e NoBAU-
ANa Ha CMbPTHOCTTA.

YecToTaTa Ha ycrnexa Ha KaTeTbpHaTa abnauus npu KT KaTto
LANo ce onpenena oT rofeMrHaTta Ha MHGAPKTHUA UNKATPUKC,
npeacTaBeH OT 30HU Ha HUCHK BOSITaX B CUCTEMaTa 3a eNeKTpo-
aHaToMuyeH MenuHr,2%° a HanMuKeTo Ha cneunanu3vpaHm 3BeHa
3a JleyeHvie Ha NauWeHTN, NOAMEXallN Ha KaTeTbpHa abnayma
Ha KT, moxe fa nosnuse 61aronpraTHO KIMHUYHUA n3xon.2'°

6.3.2.2. bedpeHa pueHmpu maxukapous

BeppeHaTa Taxvkapama e pAafKa Makpo-pUeHTPY TaxurKapaus,
KOATO BK/OYBA TUMMNYHO AACHOTO 6eApO KaTo aHTerpagHo v na-
BOTO 6e4p0 KaTo peTporpagHo pamo Ha Kpbra. B 12-kaHanHaTa
noBbpxHOCTHa EKI ce Buxxaa mopdonorus Ha JIBb c naBo oTkno-
HeHVe Ha enleKTpryeckaTta oc. begpeHNAT preHTpPU MexaHN3bM
€ YecTo CBbp3aH ¢ KapanommonaTua.3¥ KateTbpHaTa abnauua
Ha efjHO oT 6efjpaTa BOAM A0 M3MeKyBaHe, Makap e npeanoyu-

MpeBeHUMA Ha peunaNBNTE HA KamMepHa Taxukapgus
npu nayueHTn c 6efpeHa pneHTPYU Taxukapans

b

Mpenopbkn Knac® | Hueo /EY
KateTbpHa abnauusa ce npenopbu-
Ba KaTo Tepanua Ha Mbpex N36op 345, 346

npy nNauveHTy sBsBawy ce ¢ Ge-
APEeHa PUEHTPM TaXUKapAnS.

2Knac Ha npenopbKuTe.
"HrBO Ha JOKa3aTeNICTBEHOCT.
U3TOUHKK(LUK), NnoaKpenAL (M) NnpenopbKuTe.

TaHaTa MuLWeHa e AACHOTO 6eApo, Thbii KaTo e No-JOCTbIMHO 33
abnauua.3¥ Tbil KaTo MOAMEXALOTO CTPYKTYPHO HapyLieHue
0CTaBa HeMPOMEHEHO, HenpemMeHHo Tpsibea Aa ce 06Cbamn ef-
HOBPEMEHHO nocTassaHe Ha |CD.3¥

6.3.3.MmnnaHTupyem KapguosepTep aepubpunarop
MocTaBaHeTo Ha ICD npwn nauneHTn ¢ npogbmkmTenHa KT nosu-
LIaBa MPeXmnBAEMOCTTa B CPaBHEHME C aHTUapUTMMNYHaTa Tepa-
nuA. [locera He e NpoBefEHO N3NMTBaHe, CPaBHABALLO KaTeTbp-
HaTa abnauus 3a npogbmxkmTenHa KT 6e3 nmnnaHtayms Ha ICD
CbC camocToATenHo noctaeaHe Ha ICD. MNpegsuag ockbaHOCTTa
Ha laHHU 1 JOCTa BUCOKaTa YecToTa Ha peLuanBrpaHe cnep Ka-
TeTbpHa abnauua Ha npoabmKkMUTenHa KT, npy BCUYKM NaLmeHTu
¢ JIK pucoyHkuma (n3tnackeawia dpakuma <45%) n npofgbinxu-
TenHa KT TpabBa ga ce uma npeasug noctassHe Ha ICD.

7. KapauommonaTtum

KapavomunonaTtumTe ca 3abonfaBaHMA Ha MMOKapaa onpepene-
HW KaTo CTPYKTYPHU 1 GYHKLMOHANHN MPOMEHMN Ha KaMepHUA
MUOKapf, KOUTo He moraT fa 6baaT 0b6ACHEeHW e[UHCTBEHO C
orpaHuyaBallia KpbBOTOKa CTEHO3a Ha KOPOHapHa apTepua nnu
YC/IOBUA Ha HAapyLLEHO CbpAeyHo HaToBapBaHe.>*8 Te ca pasge-
JIeHN B CbOTBETCTBME C MOPdONOrMyHUTE U GYHKLMOHANHNUTE
CU XapaKTePUCTUKM 1 BKNOYBAT noarpynu ¢ GamunHun n Heda-
MUSTHU popmm. [ouTr BCMUKM KapAnoMmonaTum morat ga 6baat
cBbp3aHu ¢ KA n nosuweH puck ot BCC, KonTo Bapupa B 3aBu-
CUMOCT OT €TUONOTMNATA U TeXeCTTa Ha bonecTTa.

7.1. AnnaTtaTuBHa Kapanomuonatus

7.1.1. JedunHnuynmn, enngemmonornsa
N npexnBaemMmocTt

OKMIN ce pedunnpa Kato JIK gunatauma n cuctonHa gmucdyHk-
LMA B OTCHCTBME HAa aBHOPMHW YCNIOBMA Ha HaTOBapBaHe Mnn
CAD pocTtaTbyHa Aa NpUYUHK rnobanHO CUCTOMHO Hapylue-
Hue.3*® Hakon reHeTuuHn gedektn, kouto Boaat ao AKMI, mo-
raT Aa NPUYNHAT cUCToNHa ancoyHKumA 6e3 JIK gunatauma nnm
BOAAT A0 MMOKapAHa LMKaTpum3aLma, KOATO ce yCTaHOBABa CaMo
cbc CMR.

JOKMI ce cpelya npu xopa OT BCMYKM Bb3PacTh N €THOCK.
Mpn Bb3pacTHUTE TA € Mo-yecTa NPU MbXKe, OTKONKOTO Mnpu
»eHV 1 nokassa KaTo LAano npeobnagasaHe oT 1 Ha 2500 aywm
1 U34rcneHa roguilHa 3abonaemoct 7 Ha 100 000 gyLum no KoH-
cepBaTuBHa oueHka.>® lMpu geua roguwHata 3a6onAaemocT e
0.57 Ha 100 000 gywm.3>°

[MoTeHUManHoO naToreHHN myTauun ce HammpaT Npu NoHe
20% ot Bb3pacTHuTe ¢ AKMIT n mexay 10 n 20% OT poaHUHNUTE
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MOKa3BaT JaHHM 3a 601eCTTa NPy KAVHWYEH CKPUHKHE®' Haii-
YyecTn ca MyTauMmTe Ha FeHW Ha CapKOMEPHU U [eCMO30MHMU
npoTenHu, Ho MyTauunTe Ha namuH A/C (LMNA) n fecMmuH ca
YecTn NPU NaUVEeHTU ¢ NpoBoaHa 6onecTt.323%3 Manbk 6poi na-
LUMEHTN umat 6onecT cBbp3aHa ¢ X-XPOMO30Ma, MPUYMHEHA OT
MyTaLuaA B reHa 3a AucTpoduH. LLMpok cnekTbp oT npraobutn
CbCTOAHMA MoraT fa npuunHAT JKMI1, BKniouMTenHo Bb3nanu-
TENHW, 3apa3Hu U CUCTEMHYM 3ab0NABAHUSA, KaKTO U PasnyHu
neKkapcTBa 1 TOKCUHW. B HAKOM ciyyan naumeHTuTe ca reHeTny-
HO NpeapasnonoXeHn KbM passutre Ha JKMIT cnep n3naraHe
Ha BbHLUHW MYCKOBU MeXaHN3MW, KaTo MHPEeKLMA, LMTOTOKCUY-
HW NNEKAPCTBA, aJIKOXON U GpeMeHHOCT.

7.1.2. TopxoAa KbM cTpaTuduKaLnATa Ha pucka

N TepaneBTUYHOTO NoBefeHne
Ob6uwaTa CMbPTHOCT NpU HenoabpaHa rpyna Bb3pacTHY Naum-
eHTn ¢ AKMI e HamanAna 3HaunTenHo ¢ ynotpebarta Ha HeB-
POXOPMOHAMIHW aHTAroOHWCTY 1 TepanuaATa ¢ ycTponcTea.>>®

C'rpa'md)ukaqvm Ha pucka m nogxoa npuvu nauneHTu c
ANnaTaTUBHa KapagnomuonaTtuna

Mpenopbkn Knac® | HusoP NsT

OnTumanHa MeAurKameHTO3Ha Te-
panus (ACE nHxnbutopw, 6eta-6m0-
kepu n MRA) ce npenopbyBa npu
naymeHTn ¢ KM ¢ uen HamansBa-
He Ha prcKa OT BHe3arnHa CMbpT U
nporpecupatya CH.

Bbp3a npeHTudmKauma 1 neveHve
Ha apuTMoreHHuUTe dakTopwu (Hanp.
NPOAPUTMUYHN NEKAPCTBA, XMMO-
Kanuemus) v npuapyxasawm 60-
nectu (Hanp. TupeoupHa 6onect)
ce npenopbyBa Npu nauuMeHTn ¢
OKMM n KA.

KopoHapHa aHrunorpadus ce npe-
nopmbyYBa Npu CTabunHU NaunueHTn
c OKMI c ymepeH puck ot CAD un
HoBonosaBuna ce KA.

ICD ce npenopbyBa Npy NauneHTn
¢ AKMIT n xeMognHaMnyHO Heno-
Hocma KT/KM, 3a KouTo ce ouakBa
[a npexuseaT >1 roguHa ¢ Joobp
dYHKLMOHaNeH cTaTyc.

151-154

ICD ce npenopbyBa Npu NauveHTn
¢ OKMIM, cumntomHa CH (knac H-111
no NYHA) v wu3tnackeawa o¢pak-
umnA <35%, BbNpeKkn NpoBeAeHoTO
>3-MeceyHOo neyeHne C onTuman-
Ha dapmakonormyHa tepanus, 3a
KOUTO Ce OYaKBa fa npexmBesT >1
rogMHa ¢ [o6bp dyHKUMOHANeH
cTaTyc.

64,313,
316, 317,
354

KaTeTbpHa abnauus ce npenopbuy-
Ba npwv nauunenTn ¢ KM n 6eppe-
Ha PUEHTPU KaMepHa TaxvKapauns,
pedpakTepHa Ha MeAVKaMEeHTO3Ha
Tepanus.

8,208,
345,346

ICD TpsabBa pa ce B3eme npensua
npu naunentn ¢ JKMM v notebp-
AeHa KaysanHa LMNA myTauma n
KAVHUYHY pUcKoBu dpakTopu.d

71

AmnopapoH Tpabea pa ce B3eme
npeasua npu nauyuentn c ICD,
KOWTO roJlyyaBaT MOBTOPHU MO-
TUBMPAHN LWWIOKOBE, BbMNpPeKn ue
YCTPONCTBOTO € ONTUMAsHO Npo-
rpamupaHo.

229

KateTbpHa abnauvsa moxe fa ce
06cban npu nayneHtn ¢ JKMM n
He npuYnHeHa ot 6efpeHo pueH-
Tpu KA, pedpakTtepHa Ha meguka-
MEHTO3HO fleyeHue.

355

MHBa3susHo EOU c PVS moxe pa ce
06CbAN C Uen puckosa cTpaTudu-
Kauma 3a BCC.

15

AMMOAAPOH He ce nperopbyBa 3a
neyeHne Ha 6e3cumnTomHa NSVT
npu nauunenTn ¢ AKMII.

313,354

Bnokepu Ha HaTpuesuTe KaHanu 1
APOHe[japoH He ce npenopbusaT
3a neyeHve Ha KA npwv naumeHTn
c AIKMIT.

129, 356,
357

2Knac Ha npenopbkuTe.

"HuBO Ha flOKa3aTeNCTBEHOCT.

U3TOUHKK(UK), NoaKpenALw (M) NpenopbKUTe.

9PuckoBu pakTopy Npu naymeHT c notBbpaeHa LMNA myTauusa: NSVT
no Bpeme Ha aMbynaTopHO enekTpoKapAnorpapcko MOHUTOpUPaHe
(XonTep), JIKDU <45% npw nbpBaTa OLEHKa, MbKKI MoJT N He-MUCCeHC
MyTauum (MHcepuua, Aeneuns, TpyHKaLmMm uan cnnanc-myTauun).

ACE = aHrnoteH3uH-koHBepTupaly eHsum; CAD = KopoHapHa apTepu-
anHa 6onect; KM = gunatatuBHa Kapauomuonatus; EOU = enek-
TpodursnonornyHo nscneasare; CH = cbpgeyHa HegocTatbyHocT; ICD
= UMNNaHTMpyem Kapaunoseptep gedpubpunatop; LMNA = namun A/C
(Bup npotenH); JIKDU = neBokamepHa nstnackealla ¢pakuus; MRA =
MUHepankopTUKOnA-peLenTopHu aHTaroHncTu; NSVT = Henpoabsixu-
TenHa KamepHa Taxmkapaus; NYHA = New York Heart Association; PVS
= nporpamupaHa kamepHa ctumynauua; BCC = BHe3anHa cbpheyHa
cmbpT; KA = KamepHa aputmns; KT = KamepHa Taxvkapaua.

CmbpTHOCTTa npu geua ¢ KMl e oTHOCUTeNHO B1COKa npe3
nbpBaTa roguMHa OT XMBOTa, HO C/lef TOBa MHOrO feua ce
Bb3CTaHOBABAT QYHKLUMOHANHO MM OCTaBaT KAMHWUYHO CTa-
6vnHK.3>° OCHOBHMTE MPUUYMHM 338 CbPAEYHO-CbAOBA CMbPT
npu JKMI ca nporpecupatya CH n BCC B pe3syntat Ha KA unn
no-pAafko 6pagnaputMmn. MHOro HeMHBasVBHY NapameTpu
ca npeanaraHy Kato NpeAnKTopyW Ha BHe3amnHa CMbPT, HO B
CKOpPOLLEeH MeTa-aHann3 Ha 45 npoyuyBaHunA BKItouBawm 6088
nauveHTn oOyHKUMOHaNHUTe 1 enekTpokapanorpadcknute
napameTpu OCUTypABaT CKPOMHO pasrpaHuyeHue mexngy
BMCOKO- U HNCKOPWCKOBMTE NaumneHTn. Haii-Brcok koeduuu-
eHT Ha BepoATHOCT (OR) noka3BaTt ¢parmeHTayuaTa Ha QRS-
KOMMNEKCHT U anTepHaHCbT Ha T-Bb/IHATa; HUTO efiH TeCT Ha
aBTOHOMHATa CUCTEMa He ce OKa3Ba 3Hauum npegaukrop.'”
3HaueHMeTo Ha obpa3HaTa AnarHoctuka cbc CMR bewe oue-
HeHo B MeTa-aHanu3 Ha AeBeT MPOoyYBaHWA NPY NaLneHTn C
HencxemmuHa Kapgmommonatus3®® n nokasea, ue ycTaHoBs-
BaHETO Ha KbCHO rafiofIMHNEBO YCU/IBaHE NPU NauneHTmTe e
CBBP3aHO C MOBULIEH PUCK OT 06LLa CMbPTHOCT, XOCNUTaNu-
3aumn 3a CH n BCC. lonbAHUTENHATAa CTOMHOCT Ha KbCHOTO
ragosIMHNEBO yCUIBaHe CNPAMO APYrUTe MPOrHOCTUYHN Map-
Kepu ce Hyxfae OT yTOUHABaHe.

NHBa3neBHoTO EOU ¢ PVS 61 morno fa urpae pons npu na-
uneHTn c AKMM.">
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7.1.2.1.  M3numeaHus 8spxy mepanuama c UMnIaHmupyem Kap-
duosepmep Oegpubpusiamop npu OuAAMAMUBHA Kapou-
omuonamus
Peanua nanuteBaHmAa cpaBHABaT TepanuaTta ¢ ICD, camocTo-
ATeNHO unu B KombuHauusa cbc CRT, cnpamo nnaue6o wnm
aMMofapoH npu nauneHtn ¢ JKMM.64151-154313,316,317.354 -
BEUeTO OT TAX Ca MPOBefeHN B epaTa, KOrato Hal-gobparta
Me[VKaMeHTO3Ha Tepanua eBontovpa Ao BKkouBaHe Ha ACE
nHxmbuTopw, 6eta-6nokepu n MRAs.3>8 Mbpeute RCTs BbPXY
TepanuAaTa ¢ ICD HAMaxa gocTaTbyHa CcTaTMCTUYECKa C1na, 3a
a JONOBAT KAUHMYHO 3HAaYMMM Pas3fiNKK MO OTHOLIEHME Ha
NpeXnBAeMOoCTTa, a B HAKou cnyydau (Hanp. DEFINITE) o6wara
CMBPTHOCT € 6una No-HUCKa OT OYaKBaHMATA Npean BKIIOY-
BaHeTo. CPOKbBT Ha MpocsieaABaHe B HAKOW NMPOYy4YBaHUA e
OTHOCUTENIHO KPaTbK, @ KakKTo M Npu Jpyru cutyaumm oTHO-
WEHNETO MeXAy MOTMBUPAHUTE LOKOBE M NPOorHo3ara e Bce
oule HeAcHo. HATO egHO nNpoyuyBaHe He e u3csenBanso Npo-
cnekTuBHO nonsata oT ICDs npu cneyndryHN eTUONOrNYHM
noarpynu OKMI.

7.1.2.2. [lepsuyHa npopunakmuka

Yetnpn paHgommsmpanu wusnuteaHusa [CArdiomyopathy
Trial (CAT),3¢" AMIOdarone Versus Implantable cardioverter-
defibrillator: Randomized Trial npu nauneHTN ¢ HemcxemnyHa
aunnataTMBHA KapamommonaTtus 1 6e3cMnToMHa Henpoabil-
XKuUTenHa KamepHa Taxukapaua (AMIOVIRT),3>* DEFINITE?® un
SCD-HeFT®¥] nscneagaT edpekta oT camocToATeNHa Tepanus
c ICD 3a nbpsnyHa npeseHuna Ha BCC. Cnegsalo npoyuysa-
He, COMPANION, 33 npaBu cpaBHeHre Mexay TepanunTe CbC
CRT-D, CRT-P n amnopapoH npu naymeHTn ¢ HanpegHana CH
(NYHA knac lll uan IV) n QRS-komnnekc >120 mc. MpoyuBaHusa-
Ta nmart pasnuyen gusanH: CAT, AMIOVIRT n DEFINITE Bkntoy-
BaT CaMoO MNauuneHTn ¢ HemcxemmuHa KM, nokato SCD-HeFT
n COMPANION BKntouBaT nayneHT ¢ UCXeEMUYHA N HencCxe-
MuyuHa JIK aucdyHkums.

EnnnctBeHo COMPANION pemoHCTpupa cTaTucTUyeckun
3HAaUMMO HamansaBaHe Ha YecToTaTa Ha BHe3anHaTa CMbPT C
ICDs B cpaBHeHMe c onTUManHata megnkaMeHTO3Ha Tepanus.
ObuwaTa CMbPTHOCT e 6una no-Hucka B rpynata cbc CRT-D,
OTKOJIKOTO B rpynarta ¢ ¢apmakonormyHa tepanua [HR 0.50
(95% Cl1 0.29, 0.88), P =0.015], HO e 6una cCbNPOBOAEHa OT 3Ha-
UYMMO NO-BMCOK PUCK OT YMEPEHM [0 TEXKN HebnaronpuaTHM
CbOUTMA NO BCSAKaKBaA NpuunHa (69% vs. 61% B paMoTo C Me-
AnKameHTo3Ha Tepanusa, P = 0.03). O6eaMHEHMAT aHanu3 Ha
neT M3NUTBaHMA 3a NbpPBMYHA NpeBeHuMA (1854 naumeHTn ¢
HencxemmyHa JKMI1) peMoHCTpupaT CTaTUCTUYECKM 3HAuM-
MO MOHMXeHMe ¢ 31% Ha oblaTa CMbPTHOCT B nonsa Ha ICD
cnpAMO mepumKameHTo3HaTta Tepanua [RR 0.69 (95% Cl 0.55,
0.87), P = 0.002].3" To3n edeKT ce e 3anasun u cneg UsKIo-
BaHe Ha COMPANION [RR 0.74 (95% Cl 0.58, 0.96), P = 0.02].3"7
MpenopbknTe 3a Tepanua ¢ ICD B TOBa pbKOBOACTBO CE& OCHO-
BaBaT Ha Te3u aHanm3u.

7.1.2.3.  BmopuyHa npogunakmuka

Tpu nznutsanus (AVID,153 CASH'>2 u CIDS;'*' BuxTe OHalH
mab6nuya 5) ca nscnegsanu tepanuaTa ¢ ICD 3a BTopuUHa
npeBeHUMA Npu NauyMeHTn C aHaMHe3a 3a NpeKbCHaT Cbp-
JeyeH apect unu cumntomHa KT. B npoyuBaHeTto CASH na-
LUMEeHTUTe ca 6N NbpPBOHAYaHO paHAOMUM3MPaHM fa nony-
yaT ICD unu egHo OT cefHUTE TPU NIeKapCTBa: aMUOLapoH,
mMeTonponon unu nponadeHoH, HO PamoTo ¢ NponadeHoH e
npekpaTeHO paHo, Nopaau NoBUlEeHa CMbPTHOCT. OuHan-
HUAT aHanu3 obobulaBa AaHHWTE OT rpynaTa ¢ aMUofapoH

1 Tas3n ¢ metonponon. Tpute M3NUTBaHMA BKMOYBAT obLwWo
1963 naymneHTn, camo 292 (14.8%) OT KOUTO C HEMCXeMUYHA
kapauomuonatus. Huto AVID, HuTo CIDS cbobujaBaT 3a 3Ha-
YMMO MOHVKeHMe Ha oblaTta cMbpTHOCT ¢ ICD-Tepanua B
noarpynaTta nayMeHTn C HeMCXeMUYHa KapuomuonaTtusa; oT
CASH He ca goknagasaHu pesynTaTtu 3a Tasu nogrpyna. M3-
nutBaHeTto CASH ce pa3snuuyasa ot AVID n CIDS n no ToBa,
ye cpepHata JIKOU e 6una no-smcoka n >50% ca nonyynnm
enukappaHa ICD-cuctema. B nocnepBau meta-aHanus, obe-
AnHasaw, gaHHuTe ot AVID n CIDS, ce ycTaHOBABa HECUTHU-
bVKaHTHO NoHMKeHMe ¢ 31% Ha obuaTa CMbPTHOCT CNPAMO
MefKaMeHTo3HaTa Tepanusa.'>*

7.1.2.4.  [lpuduHHO-cheyugu4YHa CMepPMHOCM

Manko ca npoyyBaHuATa, KOUTO M3C/leABaT NPOrHO3aTa Unu
fleyeHuneTo npu cneyndmyHm nogemngose JKMIM. Hain-gobpe
ca xapaKTepusupaHu npubnusntenHo 5-10% oOT nayuneH-
TUTE, KOUTO MMaAT 6oNleCcT NpUUYMHEeHa OT MyTauuK Ha reHa
LMNA.7"352 Cgbp3aHaTta ¢ LMNA cbpaeuHa 60ecTt nokasea
Bb3PacTOBO-3aBUCMMA MEHeTPaAHTHOCT C paHO noABABa-
WM ce NpeacbpAHM apuUTMUKN, NOCNeABaHN OT pa3BMTUE Ha
npoBofHa 6051ecT 1 BUCOK PUCK OT BHE3amnHa CMbPT, YeCTo
npwu neko mspaseHun JIK gunatauma n CUCTONHO HapyLlleHune.
B MHOroueHTpoB pernctbp ¢ 269 Hocmutenn Ha LMNA-myTa-
umA, MyNnTMBapUaHTHUAT aHanm3 geMoHcTpupa, ye NSVT no
BpemMe Ha ambynatopHo Xontep-EKI moHutopupane, IKOU
<45% npu NbpBUA Npernes, MbXKUAT Non N He-6e3cMuc-
fnleHnTe MyTaumm (MHCcepumA-geneyna/TpyHKauma unm my-
TaumMu 3acAralwy CNAMTaHeTo) ca Ce OKaslanu He3aBUCUMU
puckosu dpakTopu 3a manurHeHa KA.”' ManurHeHa KA e Ha-
CTbMNUNA CamMo Npu NayMeHTN C Hall-Masiko ABa OT Te3u pu-
CcKoBM GaKTOPK, @ PUCKDBT Ce e yBennyaBan KyMynaTUBHO 3a
BCEKWN JOOABEH PUCKOB GpaKTop.

7.1.2.5.  [1o0x00 KvM KamepHama apummus npu OusIamamugHa
Kkapouomuonamus
MauneHTn ¢ JKMI n pekypeHTHa KA Tpabsa ga nonyuvat on-
TUManHa meaukKameHTosHa Tepanua ¢ ACE nuxmbutopu, be-
Ta-6nokepu n MRAs B cboTBeTCTBUE C NpenopbKkuTe Ha ESC
npu xpoHunyHa CH.8 OueBnaHu npoBokrpay dakTopn 3a KA
(KkaTo NPOaPUTMUYHU NeKapcTBa, XUMOKannemmsa) unm npu-
ApyKaBalm 3abonaBaHmA (kaTo TpeouaHa 6onect) npeans-
BuKBawM KA TpAabBa fa 6baaT TbPCEHU 1 MO Bb3MOXKHOCT Jie-
KyBaHW. [Mpun cTabunHy npesy ToBa NaymMeHTy C HOBOMOABMA
ce KA TpabBa fa ce nma npeaBuj KOpoHapHa aHruorpadus,
aKo naumneHTdHT e € ymepeH Ao Bucok puck ot CAD. Ammoga-
poH TpAbBa Aa ce nma npeasua npv nayveHtu ¢ ICD, KouTo
nosiyyaBaT NMOBTOPHU MOTVBUPAHW LIOKOBE, BbMPEKN OMTU-
ManHOTO NMPOrpamrpaHe Ha yCTPOMNCTBOTO,%?° HO He TpsbBa
[a ce V3Mon3Ba 3a jieyeHne npu 6e3cMMNTOMHU enu3oamn Ha
NSVT. YnoTtpe6aTa Ha 65I0Kepy Ha HaTPUEeBUTE KaHanu 1 Apo-
HeflapoOH He ce MpenopbyBa NPU NauueHTn ¢ HapyweHa JIK

d)yHKLlVIﬂ, nopagun noTeHUymnanHUTe UM NPoapuUTMNYHN ed)eK—
T11.129,152,357,362,363

7.1.2.6. Abnayusa Ha KamepHa maxukapous

Cy6cTpatbT Ha KT npu JKMIT e c ronAma CnoXKHOCT, KOeTo e
OTpaXeHne Ha MHOXKeCTBOTO Mpu4YnHK 3a 6onectTa. Mpoyu-
BaHMWA, OUeHABALM Pa3/IMYHM abnauynMoHHM cTpaTerun npu
OKMT, cbobuwaBat 3a CKpomeH B Hali-gobpua cnyyai ycnex,
KOWTO He ce nopobpsBa cnef M3BbpLBaHE HA eNUKAPAEH 1
eHIloKapAeH MenwuHr. B cKopoWwHO perncTpoBo npoyuysBaHe
CpaBHABALLO 63 MALNEHTN C HEUCXEMMYHA KapanommonaTus
1 164 c ucxemmnuta J1IK guchyHkuma,2°8 abnaunsa Ha KNMHNYHa-
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Ta KT e nocturHaTta camo npu 18.3% OT HeucxeMnyHuTe Kap-
aviomuonatuu. Mo Ta3u NprumnHa, KateTbpHa abnauma Ha KT
npu naumeHTn ¢ JKMIM Tpabea fa ce orpaHnyy fo NayneHTn ¢
AceH mexaHu3bMm Ha KT (Hanp. 6egpeH pueHTpr-MexaHM3bM)
N fa ce HanpaBy B ONUTHUW LLEHTPOBE.

7.2. XuneptpoduuHa KapanommonarTuma

7.2.1. JeduHunuynn, enugemvionorus
N NpeXxnBAemMmocTt

XKMI ce xapakTepu3sunpa ¢ yBenuueHa gebenunHa Ha JIK cteHa,
KOATO He MOXe fja ce 06ACHN efMHCTBEHO ¢ natonoruyHo JIK
HaToBapBaHe.''® Tasn geduHMUMA € NPUNoXKMMA NPU aeua u
Bb3PaCTHU U He BKJIOYBA YTOYHEHUA Ha eTUONOrMATa, HO 3a
LenuTe Ha Te3un yKasaHua npenopbKuTe 3a npeseHuna Ha BCC
ce OTHacAT 3a MauueHTn 6e3 mMeTabonnTHU, NHOUATPATUBHM
nnv gpyrv 6onectu, KOMTO MMaT MHOTO ACHO OYepTaHa ecTecT-
BeHa eBOJIIOLNA 1 NeYeHme.

MpoyusaHua B CeBepHa AMepuka, EBpona, Asna n Appuka
cbobuiaBaT 3a YecToTa Ha HeobAacHUMaTa JIK xuneptpodus B
avanasoHa 0.02-0.23% npwu Bb3paCcTHU NPU MHOIO MO-HUCKa
yecToTa cpeq NauueHTn <25-roguiuHa Bb3pact.''® Bbnpeku ve
XKMIT ce yHacnepsaBa Hal-4eCcTo MO aBTO30MHO-AOMUHAHTEH
reHeTVYeH MbT, NMOBEYETO MPOYYBaHMA CbOOLLaBaT 3a Jieko
npeobnagaBaHe Ha MbXKUA NoJ, a yectotaTa Ha XKMI cpep
pasnuyHUTe pacy e cxofHa.'®

O6buwara roguilHa CbpAeYHOCbA0BA CMBPTHOCT U YecToTa-
Ta Ha CMbPTHUTE CNlyyan UAN MOTUBUpPaHUTe paspaan ot ICD
3a KT/KM npu Henop6paHu nauneHTn ¢ XKMI e cboTBeTHO 1-2
1 0.81%.3%43% [lpyrn ronemm NMpuUrHK 3a CbPAEYHOCHAOBA
cmbpT ca CH, Tpomboembonunsbm 1 AV 610K.

7.2.2. Topxoa KbM cTpaTuduKaLMATa Ha pucKa 1
TepaneBTUYHOTO NoBeAeHne

MpeBeHUNA Ha BHe3anHa CbpAeyHa CMbPT NpU Naum-
eHTU c XxunepTpodunyHa KapanoMmmonaTus

Mpenopbkn UsT

MN36areaHe Ha cbcTesaTenHu cnop-
Tosed ce npenopbyBa Npu NaLyneH-

Tn ¢ XKMI.

366

MNoctaBAHe Ha ICD ce npenopbuBa
npv NauneHTy, NpeXusenn cbppe-
YeH apecT gb/mKaly ce Ha KT nnn KM,
WIIN CbC CMOHTaHHA NPOABMKMTENHA
KT npuuvHsABalla CvHKOMN wnn xe-
MOAMHAMMWYHO KOMMpOMeTUpaHe, ¢
OuaKBaHa NPeXnBAemMocT >1 roauHa.

116,
367-372

PuckoBa cTpatudukauma ¢ nomo-
wra Ha HCM Risk-SCD kankynatop ce
npenopbyBa 3a OLeHKa Ha 5-roAuLu-
HVA PUCK OT BHe3anmHa CMbPT npu
naumeHtTn =16-roguiiHa Bb3pacT
6e3 aHamHe3a 3a pecycumTpaHa KT
v KM unmn cnoHTaHHa NpoabmKn-
TenHa KT npuynHABaLla CHKON i
XeMOAVHAMUYHO KOMMPOMeTVpaHe.

116, 365

MpenopbuBa ce  5-roAvWHUAT
puck ot SCD pa ce oueHn npu Mbp-
BUWA NPEernea u npes uHTepBanu ot
1 B0 2 FOAUHM UV NPU NPOMAHA B
KAVHWYHWA CTaTYC.

116, 365

MocTaBaAHe Ha ICD TpsA6Ba Aa ce
MMa npefBuAa Mpu NayumeHTn ¢
N34yncneH 5-roavlleH puck ot
BHe3arnHa cMbpT =6% 1 o4YakBaHa
NPOADBIIKNTENHOCT Ha uBoTa >1
roguHa cnep Noapo6Ha KAMHUYHA
OLeHKa, KOATO BKJIOYBA AOXKMNBOT-
HUA PUCK OT YCNIOXKHEHUA 1 oTpa-
XeHneto Ha ICD Bbpxy HauMHa Ha
KVMBOT, COLMATHO-NKOHOMMNYECKMNA
CTaTyC 1 NCUXMYHOTO 3paBe.

116, 368

MocTtaBsiHe Ha ICD moxe aa ce 06cban
NPW KOHKPETHM NaLWEHTUN C M34MCEH
5-roguieH puck ot SCD >4 po <6%
N OYaKBaHa MPOLBIKATENHOCT Ha
XuUBOTa >1 rogvHa cnep nogpobHa
KNWHMYHA OLIEHKa, KOATO BKJIOYBA
LOXUBOTHUA PUCK OT YCTIOXKHEHNA 1
oTpaxeHuneto Ha ICD Bbpxy HaumHa
Ha >KVBOT, COLIMaNHO-MKOHOMMYECKIA
CTaTyC U NCUXMYHOTO 3[paBe.

116, 365,
368

MocTaBsaHe Ha ICD moxe aa ce 06Cb-
AU NPU KOHKPETHU MauMeHTV C 13-
uncneH 5-roguiweH puck ot SCD <4%,
KOraTo UMaT KAMHWYHN NpUsHaum ¢
[lOKa3aHO MPOrHOCTUYHO 3HaueHue
1 KOraTo OLieHKaTa Ha AOXMBOTHUA
PUCK OT YCIIOXKHEHWA U OTPaXkeHMe-
7O Ha ICD BbpXy HauMHa Ha »KVBOT,
COLVANHO-NKOHOMUYECKMA CTaTyC 1
NCYXMYHOTO 3ApaBe NoKasea Cymap-
Ha nonsa ot TepanuA ¢ ICD.

116, 365,
368

MHBasusHo EOW c PVS He ce npe-
nopbysa 3a cTpaTudMKauua Ha
pucka ot BCC.

116

2Knac Ha npenopbkuTe.

"HnBO Ha JOKa3aTeNCTBEHOCT.

U3TOUHKK(UK), NoaKpenAL(M) NpenopbKUTe.

dMpenopbkute Ha ESC geduHMpaT cbcTesaTenHuTe CopToBe KaTto
aMaTbOPCKO MM NPOdEeCMOHaNHO yyacTre B peAOBHN GU3NYECKY Tpe-
HUPOBKM 1 yyacTume B opuLManHu cbCTesaHna (3a noBeye nogpobHoc-
TV BUXKTe cboTBeTHUTE Mpenopbku Ha ESC).

ESC = European Society of Cardiology; EOU = enektpodusnonornyHo
n3cnegsane; XKMIM = xuneptpoduuHa kapanomuonatus; ICD = um-
nnaHTupyem Kapavoseptep aedunbpunatop; PVS = nporpammpana Ka-
MepHa ctumynaums; BCC = BHe3anHa cbppeyHa cMbpT; KM = KamepHo
MbxAeHe; KT = KamepHa Taxmkapaua.

7.2.3. KamepHu aputMuu npu xuneptpopuyHa
Kapagnomuonatua

NSVT ce cpelya npu ~25% OT NaumeHTUTe Mo Bpeme Ha ambyna-
TopHO Xontep-EKI MmoHuTopupaHe.3’3374 YectoTarta v HapacTea
C Bb3pacTTa 1 Kopenupa ¢ gebenmHarta Ha JIK cTeHa 1 KbCHOTO
ragonviHveso ycunsaHe 8 CMR.3”> NSVT no Bpeme Ha ambyna-
TOPHO MOHWTOPVIPaHE e CBbp3aHa C MoBuLleH puck ot BCC.373
JokymeHTnpaHata NSVT no Bpeme Ha unv HenocpeacTBeHO
crefl HaToBapBaHe e MHOTo PAfKa, HO MOXe [1a e CBbp3aHa C No-
BMCOK puck ot BCC.376

[JlokyMeHTVpaHaTa npoabmKuTenHa MoHoMopdHa KT (=30s)
e pagKa, Ho MoXe Aa 6bhe no-yecTa NPV NaUUEHTW C anuKan-
HK JIK aHeBpu3amun. Hanuumeto Ha CAD TpsabBa fa ce n3Koum
npv NaLNeHTV C YObIMKEHN AN CUMINTOMHM €M1U30AU, ako MMa
prckoBM GaKTOPM 3a KOpPOHapHa aTepockieposa.’”” MaymeHTtn
C He pobpe noHacAHa npoabmxuTenHa KT Tpabsa aa ce umar
npensug 3a ICD-tepanus n neyeHune c 6eta-6nokepu NN amu-
O[lapOH C Lief NoTrhCKaHe Ha cneaBalyy enunzonu. Mpuw nauveHTn
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C AaHHW 3a poKaneH npowmsxop Ha TAxHaTa KT moxe fa ce nma
npepsug EOU n abnauyma.

7.2.4. Topxoa KbM cTpaTuduKaLMATa Ha pucka n
TepaneBTUYHOTO NoBeAeHe Npu Bb3pacTHN
naumeHTn

B ncropunueckn nnan puckst ot BCC npu nauymentn ¢ XKMI e

OLEeHABaH C NOMOLYTa Ha NPOCT TOYKOB COHOP, OCHOBaH Ha pe-

AMua n3dpaHy KNMHUYHU napameTpu.367378379 Npyry KNMHUYHK

npr3Hauu, KaTo MroKkapaHa ¢pnbposa (yctaHoBeHa C KOHTpacTeH

CMR), JIK anukanHu aHeBPU3MU 1 Pa3NyHN MyTaLn Ha reHuTe

Ha capKOMepHWTe NpoTenHU, 6sAxa NPefnoXeHn 3a Kputepuu,

KOWTO MOraT Aa ce 13Mos3BaT 3a HacouBaHe Ha TepanuaTa c ICD

npv NrMua c yMepeH puUck, Ho ¢ Manko nogkpenawwy aaHHm. ESC

yka3zaHuaTa 3a XKMI npenopbyuBat ynoTpebata Ha KankynaTop

(HCM Risk-SCD), KoiTo npasm oLeHKa Ha 5-roaniuHma prck.'®

Bcnukn npepckassalyy napameTpu, U3rnon3BaHy B MoAena,
ca cBbp3aHu ¢ nosuweH puck ot BCC B Hali-manko efuH ny6-

NUKYBaH MHoroBapuaHTeH aHanu3 (http:/doc2do.com/hcm/

webHCM.html). KankynatopsbT e cneymanHo npefHa3sHayeH 3a

ynotpeba npu nauymeHTy =16-roguiiHa Bb3pacT U He e npea-

Ha3HaueH 3a ynotpeba Mpu enuTHU CbcTesaTenn v nuua

MeTabonuTHY nnn NHGUNTPaTMBHU 3abonaBaHuA (KaTo 6onect

Ha Anderson-Fabry) n cungpomu (kato cuHapom Ha Noonan).

MopensT He BKOUBa MHAYUMPAHUTE NPU HaTOBapBaHe rpaau-

eHTn B LVOT 1 He e noTBbpAeH Npean u cnes MUeKTOMUA Uin

ankoxosiHa cenTanHa abnauus.
MHBasneHoTO EOU ¢ PVS HAMa npuHoc 3a cTpaTudukauua

Ha pucka oT BCC npu XKMI 1 ynotpebaTa My Npu naunMeHTn cbC

CUHKOM U CMMMTOMY, NOACKAa3BalM apuTMuKA, He ce nperno-

pbuga.'’®

3a pa3fnuka OT Hackopo My6nvKyBaHWTe MPenopbKu npu

XKMI,"® Hue He BKAouBame Knac lll npenopbKy Npu naumeHTu

C U34nCneH 5-roguiieH puck <4%, npefBua cTeneHTa Ha Hecu-

rYPHOCT MpW M3UNCNABaHE Ha PUCKa, KOATO Hanara noBuLLIEeHO

BHUMaHVe Npu N3KnoYBaHe Ha flafileHa KaTeropma naumeHTn ot

npenopbKuTe 3a ynotpeba Ha ICD.

7.2.5. TlMopxoa KbM cTpaTuduKaLnATa Ha pucka
1 TepaneBTUYHOTO NoBeAeHue npu
neanaTpuyHM NnayeHTn

Mpwn NayneHTn Ha Bb3pacT <16 rognHu cnep X1BOTO-3acTpalla-
Bawa KA ce npenopbyBa UMNIaHTaumna Ha (Npun Hy>Kaa enukap-
aeH) ICD. Manko ca gaHHUTe BbpXY M3MN03BAHETO Ha KIUHNYHU
PUCKOBY MapKepy 3a HacouBaHe Ha MbpBMYHATa NPodUNaKkTu-
Ka, ocobeHo npu no-mManku feua (<8-roguwHa Bb3pacT). Teky-
WwuTe yKkasaHus Ha ESC npenopbusaTt Texkara JIK xuneptpodus
(nedpuHMpaHa KaTo MakcmanHa gebenviHa Ha JIK cteHa =30 mm
unu Z-score =6), HesiceH cnHkon, NSVT 1 pamunHa aHamHe3a 3a
BHe3anHa CMbpT Ja 6b4aT Bb3npuemMaHu KaTo OCHOBHU PUCKO-
Bu paktopu 3a BCC npu geua."® MmnnaHtauma Ha ICD Tpsab6ea
[a ce B3eMe npeaBuA Npu fewa, KoUTo MMmaT ABa Unu noseye ot
Te3n ronemm puckosu daktopu. MNpy oTAenHN NaLMeHTH C eanH
puckoB ¢akTop umnnaaHTauus Ha ICD moxe fa ce obcban cneg,
BHUMaTesIHa NpeLeHKa Ha pUCKoBeTe 1 non3uTe 3a geteto. B
MHO3UHCTBOTO OT CJlyyauTe e JOCTaTbyHO Ja Ce NOCTaBy efAHO-
KyXVHeH Aednbpurnatop, C KOETO ce HamasisiBa BEpPOATHOCTTa 3a
yCnoxHeHmn.

7.2.6. [peBeHUMNA Ha BHe3anHaTa CbpAevyHa CMbpPT

7.2.6.1. Cegemu 3a1eKapcmea u Ha4yuH Ha Xugom

MauveHtn ¢ XKMI TpabBa fa 6baaTt cbBeTBaHM Aa He yyacTBaT
B CbCTe3aTeSIHU CropToBe U Aa 6baaT pasybefeHn fa npassaT
WHTEH3VBHM GU3MYECKN yCunns, 0cO6eHo KoraTo ca € Mpu3HaTu
puckoBu pakTopu 3a BCC unu umat rpagueHT B LVOT. Hama RCTs
3a aHTMapuTMunyHa Tepanusa npu XKMI. AMnogapoH BepoATHO
HamansBa cnyyaute Ha BCC npu NSVT no Bpeme Ha ambynatop-
Ho EKI MOHMTOpMpaHe, HO B MHOrO OT NPOYYBaHUATa YeCTo He
ycnsBa aa npegotepaty BCC.38038! Nusonupammng n 6eta-6mn0-
Kepu ca 13Mnon3BaHu 3a JleyeHne Ha obcTpyKumaTa Ha LVOT, Ho
HAMa flOKa3aTeNcTBa, Ye Te HamansaeaT pucka ot BCC.116 Hacto-
AwmTe Hacokn Ha ESC npu XKMIT He npenopbuBaT Xupypruy-
HaTa MMEKTOMMWA UMM anKoxosiHaTa abnauma KaTo cpefcTBo 3a
HamansBaHe Ha pucka ot BCC npu naumeHTn ¢ o6CTpyKUMA Ha
LVOT.1"6

7.2.6.2. Wmnnanmupyemu Kapouogepmep decpubpunamopu
Bmopuy4Ha npogpunakmuka. Bbnpekn ye HAMA M3NUTBaHUA Ha
ICD-TepanuaTa npu XKMI, o6cepBaLiOHHN KOXOPTHU MPOyY-
BaHUA N MeTa-aHaiM3M NoKa3BaT, Ye NPeKbCHATUAT CbpAeyeH
apect nnu npogbmkutenHata KT ca cBbp3aHu C NOBULLEH PUCK
oT noc/iefiBaLUm neTanHu cbpaeuHy aputmnn. 368 Mo Tasn npuyn-
Ha ICDs ce npenopbuBart B Ta3u Masika rpyna nauueHtin.!

[MepsuyHa npogunakmuka. NpenopbyuBa ce naymeHTUTe C
XKMIM pa 6bpat noanaraHu Ha CTaHAAPTHA KAWHWYHA OLEH-
Ka B CbOTBETCTBME C npenopbkute Ha ESC npu XKMM."'® Ta
BK/OUBA KNIMHMYHa 1 damuiHa aHamHe3a, 48-yacoBa ambyna-
TopHa EKI, TpaHcTopakanHa exokapauorpadua (unm CMR npu
now exorpadckm nposopeL) ¥ CUMATOM-IMMUTUPaHa paboTHa
npob6a. MpenopbknTe 3a Tepanua c ICD ce ocHoBaBaT Ha 5-ro-
AnwHuAa puck ot BCC, kankynmpaH ¢ nomouyta Ha HCM Risk-SCD
MOJen, U B3eMaHe MpeaBug Ha Bb3pacTTa U o6LoTo 34paBo-
CJ/IOBHO CbCTOAHME Ha NauMeHTa.

7.3. AputTmoreHHa fleCHOKamepHa
KapanomuonarTua

7.3.1. [QedmHunuunn, enugemmonornsa
N NpeXxnBAemMocT

ARVC (unn apuTMoreHHa KapavomuonaTtus) e nporpecupalo
3abonsBaHe Ha CbpAEYHMA MYCKYJ XapakTepusunpallo ce ¢ KA,
CH un BCC.382 OcHoBHUAT xuUcTOMOrMYeH Gener Ha ToBa 3aboss-
BaHe e 3aMeCTBaHe Ha KapAnOMUOUNTATE OT MacTHa 1 Grbpos-
Ha TbKaH.382383 B knuHnuHo oTHoweHue ARVC ce onpegens ot
CTPYKTYPHU 1 GYHKLMOHaNHM NPOMEHN B AACHaTa Kamepa, HO
npu >50% OT nauueHTuTe ce Habmoaasa JIK yuactue.384 Kpure-
punTe Ha HacTosALaTa paboTHa rpyna BK/IOYBAT XUCTONTOMMYHM,
reHeTUYHN, efleKTpoKapamorpadpcky 1 obpasHu napameTpu 3a
KnacuduuypaHe Ha nauyneHTUTe B CUFypHa, FPaHUYHa 1 Bb3-
MO>Ha ArarHoCTUYHa Kateropus.38?

B noseueto cnyuam ARVC ce yHacnepasa no aBTO30MHO-
AOMMWHAHTEH FreHeT!YeH HauMH 1 Ce NPUYMHABA OT MyTauuun B
reHyTe, KOAUPALLM AeCMO30MHUN NPOTeVHN (MNakornobuH), ae-
CMOMMAaKUH, NnakopunnH-2, OeCMOrfenH-2 1 AeCMOKONH-2.
ManumHcTBO OT CnyyauTe ca NPUYMHEHN OT MyTauun B Hepec-
MO3OMHW FeHn 1 pefKn peuecrBHn GopmMm (KaTo CUHAPOM Ha
Carvajal n 6onect Ha Naxos) CBbp3aHU C KOXKeH GeHOTUM Ha nan-
MapHa v nnaHTapHa xunepkeparosa.*?

MpeobnapaBaHeTo Ha ARVC ce u3uncnssa Ha 1 Ha 1000 go
1 Ha 5000 oT o6WOTO HaceneHre 1 e BaxHa npuunHa 3a BCC
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a1

npu CNOPTUCTM 1 MNaau Bb3pacTHW.3838 KannnunuTe npos-
B, BKAOUMTENHO nannutauum, cuHkon, KT n BCC, 06ukHOBEHO
Ce pa3BMBaT MeXay BTOpaTa M YeTBbpTaTa AeKaja Ha XKuBoTa.
MporpecrpaHeTo Ha 6GonecTTa MoXe Aa fjoBefe A0 AACHA UK
asykamepHa CH. foanWHMAT NeTanuTeT, CbobLEeH B PasNnyHK
NpoyyBaHUA, Bapupa 3HaUMTENIHO, B 3aBMCMMOCT OT XapaKTe-
PUCTVKUTE Ha AOK/afABaHUTE KOXOPTHY. [laHHUTE OT eivH MeTa-
aHanm3 cboObLyaBaT CbOTBETHA YCPEAHEHA FOAMLIHA CbpAeYHa
CMBPTHOCT, HecbpfeyHa CMbPTHOCT W TPaHCMIaHTaLMOHHA
yectota 0.9, 0.8 1 0.9% cboTBeTHO.3%’

7.3.2. TMopxoa KbM cTpaTuduKaLnATa Ha pucka
1 TepaneBTUYHOTO NoBeAeHNe

Crpatndukauma Ha pucKka U NoAXoA NMpu MaLneHTu C
apuUTMOreHHa leCHOKaMepHa KapauomuonaTus

Mpenopbkn UsT

MN36arBaHe Ha cbCTe3aTeNIHN Cnop-
tosed ce npenopbyBa Npu nayu-
eHTn c ARVC.

388

beta-6nokepw, TUTpWpaHu Ao
MaKCMMafnHO MoHOCMMa fo3a, ce
npenopbyBaT Kato Tepanusa Ha
nbpBY U360p 3a NnofobpsABaHe Ha
cuMnTOMaTVKaTa Npu NaumneHTn ¢
yectn PVC n NSVT.

Tazun
eKc-
nepTHa
rpyna

MNocTtaBaHe Ha ICD ce npenopbuBa
npv NaLMeHT! ¢ aHamHe3a 3a npe-
KbcHaTa BCC n xemoamHamMnyHo
TPpyAHO noHocnma KT.

389

AMroflapoH TpsabBa fAa ce vMa
npensua 3a nogobpsaBaHe Ha CUM-
nTomMaTvKaTa Npv NaLneHTn ¢ yec-
T PVC vnu NSVT, KouTo He noHa-
CAT UM UMaT MPOTUBOMOKa3aHUA
3a 6eTa-6nokepu.

390, 391

KateTbpHa abnauusa, W3BbPLUBA-
Ha B LEHTpOBe C onuT, TpsAbea Aa
ce 06CbAN NpY NaUMEHTH C YecTu
cimntomHn PVC unmn KT, Heno-
BAVABALM Ce OT MeAVKaMeHTO3Ha
Tepanus, 3a nogobpsBaHe Ha CUM-
NTOMaTVKaTa N CbOTBETHO 3a npe-
noTepaTaBaHe Ha ICD wokose.

183,202,
207,392,
393

MocTaBaHe Ha ICD Tpa6Ba pa ce
B3eme npeasug npy naunmeHTn c
ARVC, KoUTo ca ¢ XeMoANHaAMNYHO
fobpe noHacAHa NPOAbBIKUTENHA
KT, cnen npeTernaHe Ha pucka ot
TepanuAta ¢ ICD, BKknountenHo
OBITOCPOYHNUTE  YCNIOKHEHUA, W
nonsata 3a nayueHra.

387,394,
395

MocTaBsaHe Ha ICD moxe fa ce B3e-
Me npeasui Npuv NnauneHTy ¢ eanH
WM noBeye pasno3HaT PUCKOBU
dakTopn 3a KA npu Bb3pacTHU
nayMeHTn C ouvakBaHa NPOAbBI-
KUTENTHOCT Ha xmBoTa >1 roguHa
cnep nofpo6Ha KNMHNYHA OLEHKa,
KOATO B3emMa npeaBuf [OXWBOT-
HWUA PUCK OT YCNOXHEHUA 1 OTpa-
»keHuneTo Ha ICD Bbpxy HaunHa Ha
KMBOT, COLMATHO-NKOHOMMYECKMNA
CTaTyC ¥ NCUXMYHOTO 3[paBe.

Ta3n
eKc-
nepTHa
rpyna

MHBasusHo EOU ¢ PVS moxe pa ce
06Cbamn ¢ uen ctpatudmKaumsa Ha
puvcka ot BCC.

113, 114

2Knac Ha npenopbkuTe.

"HuBO Ha fOKa3aTeNCTBEHOCT.

U3TOUHKMK(LUK), NnoaKpenAL(M) NnpenopbKuTe.

9Mpenopbkute Ha ESC peduHMpaT cbCTesaTeNnHuUTe CNOPTOBE KaTo
aMaTbOPCKO MM NPOdeCcMOHaHO yyacTre B PeAOBHN GU3NYECKY Tpe-
HVPOBKM U y4YacTune B oduULManHn CbCTesaHns (3a noBeye nogpo6HOC-
TV BUXKTe cboTBeTHUTe Mpenopbku Ha ESC).

ESC = European Society of Cardiology; EOU = enektpodrsnonorniHo
n3cnegBare; XKMIM = xuneptpoduuHa kapanomuonatus; ICD = um-
nnaHTMpyem KkapamosepTep aedubpunatop; PVS = nporpammpaHa Ka-
MepHa ctumynaums; BCC = BHe3anHa cbpfeyHa cMbpT; KM = KamepHo
mbxaeHe; KT = kamepHa Taxukapgms.

7.3.3. KamepHun aputmun npy apuTMoreHHa
AecHOKaMepHa KapagunomuonaTua

o pBe Tpetn oT nauyneHTrTe nmat KA Ha EKT B nokon nnu npnm
ambynatopHo EKI MoHuTOpUpaHe n paboTHa npo6a.3?-3%° Tezu
KA obunkHoBeHo nmaT [K npousxop (T.e. nokaseaT mopdonorusa
Ha nas 6eppeH 6510kK), HO ocTa Ha QRS-KoMMeKca no Bpeme Ha
KT 061KHOBEHO ce pa3nnyaBa oT ocTa Ha QRS-komnnekca npu
RVOT,*® a MHOro naumeHTV Mokassat pasinuyHu mopdonorum
Ha QRS-kKomnnekca. B ckopoleH npocnekTBeH perncTbp Ha
nauveHTn, nekyeaHu npegrMmHo c ICD, B nmoBeyeTo ciyyaun e
NpoBefieHa Tepanus 3a NPOAbIKATENHa MOHOMOpPdHa KT.40!

7.3.3.1. JledeHue Ha kamepHama apummus
Manko ca cuctemaTMyHuTe JaHHU 3a edUKACHOCTTA Ha aHTU-
apuTMnyHnTe nekapctea npu ARVC 1 oTpa)keHUeTo Ha meau-
KaMeHTO3HaTa TepanuA BbPXY CMbPTHOCTTA € HEeu3BEeCTHO.
MNpenrMHO Bb3 OCHOBA Ha CepuiiHK n3cneaBaHua ¢ PVS, 6eta-
61okepuTe N 0COBEHO COTaOoN Ce NPenopPbYBAT KAaTO CPeACTBO
Ha MbpBY 1360pP NPU NALNEHTN C YeCTa KaMepHa eKTonusa Unm
NSVA.3°" B ckopolueH ob6cepBaLMoHeH perncTbp obaye HUTO
6eTa-6oKkepurTe, HATO COTANON He HamasnABaT CbC CUFYPHOCT
yecTtoTata Ha KA;3%° B masika KoxopTa NauneHT! aM1OAapoH ce
OKa3Ba rno-eduKaceH 3a npeseHums Ha KA.3%

3a npeHTndMKauMs Ha 30HUTE Ha 3amecTBaHe C ¢ubpo-
MacTHa TbKaH M 3a HacOYBaHe Ha KaTeTbpHaTa abnauyus npu
KA mMoxe fa ce v3non3Ba WMHBA3UBHO eNIeKTPOGU3NONOrMYHO
n3cneaBaHe C BOMTaXKeH MenuHr.202:207392402 OctpoTo noTucka-
He Ha KT e no-yecTo ycrnewHo Npu NauueHT ¢ eHa Uin Manbk
6poli n3bpaHn gomuHupawm mopdonormm Ha KT, a enukapa-
HaTa abnauma MoXke [a NOBULLIM YeCToTaTa Ha ycnexa. Tbil KaTo
HUTO aHTU-apUTMUYHUTE NEKAPCTBA, HUTO KaTeTbpHaTa abna-
Lua ocurypsaBaT JocTaTbyHa npoTtekuus cpely BCC, abnayuata
TpAbBa Aa ce NPUNOXKK MNO-CKOPO 3a HamansABaHe Ha YecToTaTta
Ha apUTMUUTE, OTKONKOTO 3a NofobpsABaHe Ha NPOrHo3ara.

7.3.3.2.  Qusuyecku o2paHu4yeHus

TeXKKnTe HaTOBApBaHVA Ha CbCTE3ATE/IHO HUBO BEPOSITHO W3-
ocTpAT npossute Ha ARVC.81403 3aToBa, BbNpekn ye HAMa
KOHTPOAMPAHM MPOYYBaHWA, JEMOHCTPMpaWM 6raronpusTeH
edeKT, NpenopbyBa ce Aa ce U3BAreaT TeXKN GU3NUECKN HATO-
BapBaHus.

7.3.3.3.  Wmnnanmupyemu kapouosepmep decpubpunamopu

MoBeyeTo NpoyuBaHMA BbpXy CTpaTUdMKaLMATa Ha pUCKa 1 Te-
panuaTa c ICD ca peTpoCneKTBHMW 1 BbpXY 136paHu 1 OTHOCK-
TeJIHO Malnkun BUCOKO-PUCKOBUN KOXOPTU, HAaBpaH! OT eAUHNYHN
LeHTpoBe. MHOro OT TAX OCBEH TOBa faBaT Masko MHdopma-
LMA BbpXy nokasaHusaTa 3a ICD. B ckopolueH cuctemeH o63op
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(24 npoyuBaHuA) n meTa-aHanu3 (18 npoyusaHua) Ha 610 naum-
EHTW crleq cpefieH nepuop Ha npocneaasaHe ot 3.8 roguHn, 3%’
ycpeAHeHaTa roguiHa Yyectota Ha motusmpanute ICD-Hamecn
e 6una 9.5%. TpyAHOCTV NpU NOCTaBAHETO Ha NMPOBOLHULUTE
Ha ICD ce cbobuwaBart B 18.4% OT cnyvyauTe, a efeKTpoaHa mar-
dyHKUMA, MHPEeKUMA N M3MeCTBaHe Ca HacTbMNUIM CbOTBETHO
npu 9.8, 1.4 n 3.3% ot cnyyanTe. [OANLIHATA YeCTOTa HAa HEMOTU-
BupaHuTe ICD-Hamecu e 6una 3.7%.

MaymeHTn c aHamHe3a 3a NnpekbcHaTa BCC, TexKo noHacAHa
KT n cmHkon mmat Hai-ronam puck ot BCC (go 10% roamiiHo)
1 B Ta3u rpyna ce npenopbusa ICD-Tepanus.¥” Opyru pucko-
81 pakTopu 3a BCC nnn motmsmpaH ICD-paspag, foknaasaHu
B Pa3fIMYHN KOXOPTM, BK/IOYBAT LOKYMEHTUPaHa MPOLbIIXKU-
TenHa KT, Hem3acHeH cuHkon, yecta NSVT, damunHa aHamHesa
3a NpeXxaeBpemMeHHa BHe3anHa cMbpT, obwurpHa [K 6onecr,
n3paseHo paswmpasaHe Ha QRS-komnnekca, KbCHO rafgonvHn-
eBo ycunaaHe B CMR (BkntoumntenHo JIK yuactue), JIK guchyHk-
ums n nHaykums Ha KT no Bpeme Ha EQIA.113114:387,389,395,404-406
MHOXecTBEHa UK ABYreHHa XeTepo3nroTHOCT ce HabnogaBa
npu >10% ot HocnTenuTe Ha ARVC-nprynHABaLla 4eCMO30MHa
reHHa MyTauua 1 Moxe Aa 6bae PUCKOB ¢pakTop 3a ronemu pu-
TbMHU cb6KTUA 1 BCC.47 Thin KaTo NpOyYBaHWATA, N3CNIeABaLLM
KNHWYHUA nsxod npu ARVC, ca MHOro pa3HoobpasHu, npeno-
pbkuTe 3a ICD-Tepanus, uenawa nbperYHa NpodurnakTuka, ca
TPYAHO yCTaHOBUMU. Bb3 OCHOBA Ha HaIMYHUTE f@aHHW IMa KOH-
CEHCYC NaLUVEHTMTE C HEU3ACHEH CMHKON Aa 6bAaT B3eTu npes-
BMA 3a nocTaBsaHe Ha ICD. Mpwu nauneHTn 6e3 cuHkon ICD moxe
[a ce vMa npeaBug cnief NoapobHa KNMHUYHA OLEHKA, KOSATO
BK/loUYBa GpaMusiHa aHamMHe3a, CTeneH Ha yBpexxaaHe Ha 1K n JIK
dYHKLUMA, ABNTOCPOYEH PUCK OT YCIIOXKHEHUA 1 OTPaXkeHne Ha
ICD Bbpxy HauMHa Ha »KMBOT, COLNANHO-UKOHOMUNYECKMA CTaTyC
N NCUXNYHOTO 3apaBe.

7.4. UHdwvnTpaTUBHU KapanommonaTnm

7.4.1. CbpaeyHa amuaonpgosa

CbpAaeyHa amunaongosa

Mpenopbkn Knac® | HueoP UsT

ICD TpsabBa pa ce obcban npwu
NaunMeHTn C JleKoBepuXHa amu-
NonA03a MK HacNeACTBEHA TPaH-
CTUPEeTUH-acoummnpaHa CbpaeyvHa
amunongosa n KA, npnunHasawm lla
XeMOAMHAMUYHA  HecTabuiHoCT,
NpW KOUTO OYaKBaHaTa NPOLABIKN-
TENHOCT Ha XMBoTa e >1 rognHa c
[06Bbp GyHKLMOHaNEeH cTaTyc.

408-412

?Knac Ha npenopbKuTe.

®HiBO Ha fOKA3aTeNCTBEHOCT.

U3TOUHMK(LWM), NOAKPeNALL(M) NpenopbKUTe.

ICD = umnnaHTupyem Kapguoseptep fednbpunatop; KA = kKamepHa
apuTMmA.

[lBaTa 0CHOBHU BAA CbpLAeYHA aMUIONA03a Ca JIEKOBEPUKHATA
amMnIong03a, NPUYMHEHA OT OT/IaraHe Ha MOHOKJIOHAJHU JIEKM
BEPUIY, 1 CBbpP3aHaTa C TPAHCTUPETUH HacleACTBEHA aMUSIO-
A03a, NPV KOATO HOPMAsIeH (AMB TUM) UM MyTaHTEH TPAHCTW-
peTVH ce HaTpynea B Muokapga.*'>*'* o cbBcem CKoOpo Cbp-
JeuyHaTta amunonosa Gelle cBbp3aHa C MHOTO JIOLA MPOrHo3a
CbC CpeAHa NPeXMBAEMOCT <1 roAnHa cief HauanoTo Ha CUMI-

TomuTe Ha CH, HO HanNpeabKbT B TepanuATa Npu JeKoBepuiKHa
amunonaosa nogobpu npexmnssiemoctra. 4l

[Jo 50% OT BCMUKM MALMEHTU CbC CbpAeyHa amuiIonaosa
ymupat BHe3anHo.*341® CmbpTTa ce cBbp3Ba YECTO C eeKTPo-
MexaH14Ha AMCOuMaums, HO eAVHUYHN NY6ANKYBaHU Cyyan
OMMCBAT yCMeLHo NpekbecBaHe Ha NpoabkuTenHa KA ¢ ICDs.408
Mo Bpeme Ha ambynaTopHO MOHUTOpUpaHe KA ce cbobuiasar B
>25% OT NauMUeHTUTe CbC CbpAeUHa aMmnnongo3a,* 4" no tax-
HOTO Hanuumne Han-BepoATHO He npepackassa BCC. MNosuweHn-
Te€ CTOMHOCTY Ha CbPAEUYHUTE TPOMOHUHU 1 Ha N-TepMUHaneH
Npo-B-Tvn HaTpuypeTuyeH NenTug ca YyBCTBUTENHN MapKepu
3a CbpAeYHOo ydyacTve U npefckassaTt HebnaronpuaTeH 13xon
MPU NaLVEHTU C JIEKOBEPVIXKHA aMUION03a, HO HAMA AaHHU
MOACKasBaly Aanu Tesy MapKepy MOraTt [a ce M3rnonssar 3a
naeHTUGULMPaHe Ha MaUMeHTH, KOUTO 6uxa UManu nonsa ot
ICD. Bb3 ocHOBaTa Ha Te3u orpaHuuyeHm faHHu, ICDs Tpabsa ga
ce vMaT npeasus Npwv NaLuueHTn C IeKOBEPUKHA aMmIona03a
VNN HacnefcTBeHA TPaHCTUPETMH-acouuvpaHa aMuionaosa,
KOUTO ca Moayunnu npoabkutenHa KA u umat ouaksaHa npe-
XuesiemocT >1 roavHa. [laHHUTe ca HeloCTaTbuHy, 3a Aa 6baat
AafleHy NPenopbKM 3a MbPBUYHA NPOdUIAKTIKA.

7.5. PecTpukTnBHa Kapanomuonartusa

PeCTpIIIKTIIIBHa KapaunomuonaTtma

b

Mpenopbku Knac® | Huso UsTr

ICD ce npenopbyBa Npv NauneHTn
C PecTpUKTVBHaA KapamomuonaTtuna
n npopgbmxkutenHa KA, npuum-
HABalla XeMOAWHaMWYHa HecTa-
6GUNHOCT, MPU KOWTO OYaKBaHaTa
NPOABMKUTENHOCT Ha KMBOTa €
>1 roguHa ¢ Ao6bp GyHKUMOHaNEH
CTaTycC 3a HamanfABaHe Ha p1cKa oT
BCC.

408-412

?Knac Ha npenopbKuTe.

"HuBO Ha fOKa3aTeNCTBEHOCT.

U3TOUHMK(LM), NOoAKpeNnALLY (1) NpenopbKuTe.

ICD = nmnnaHTupyem Kapguoseptep aedprbpunatop; BCC = BHe3anHa
CcbpAeyHa cMbpT; KA = KamepHa apuTMua.

TepMUHBT PECTPUKTVBHA KapAMOMMONATHA Ce OTHACA 3a CbpLa
C pecTprKTMBHA GU3MONOrMA, HOPMAHU UM HAMaNIEHW Auac-
TOMHY 06eMM Ha eAHaTa UK ABeTe Kamepu, HOPManHU UK Ha-
ManeHun CUCTONHW obemu 1 HopMasiHa febennHa Ha KamepHaTa
CTeHa. PecTpuKTMBHATa KapAMOMMONATHA € HAal-PALKO CpeLya-
HaTa OT BCUYKM KapAMOMMOMATWN U Ce MPUYMHABA OT pefmnua
reHeTUYHY 1 NpugobuTn 3abonssanunA.4'? B 3anagHute obuye-
CTBa Hali-yecTaTa MpUYMHA MpY Bb3PACTHU € aMMIoMA03aTa,
cneABaHa OT MyTauMU B FEHNTE Ha CAPKOMEPHUTE NPOTENHN U
MeTaboNMUTHU HapyLweHus.*!

MauveHTUTe C PecTprKTMBHA KapAMOMMUOMATUSA TUMWUYHO
MMaT MpU3HaLWM 1 CUMNTOMY Ha AByKamepHa CH, a grarHosarta
Ce MocTaBA Bb3 OCHOBA Ha XapaKTepHMTE MPU3HALM Npu He-
MHBa3MBHA 06pa3Ha AMArHOCTUKA U CbpheyYHa KateTepmsauus.
PecTpuUKTMBHaTa KapAnommonaTus e CBbp3aHa C flolla Abro-
CpouHa nporHos3a. MpexuneaemMocTTa Npw geua Ha 1,2 n 5 rogun-
HUW € CbOTBETHO 82, 80 1 68%;*7-420 CbOTBETHMTE CTONHOCTMN Ha
npeXxmnBaemocT 6e3 TpaHcnaHTauma ca 48, 34 n 22%. [laHHuTe
NPy Bb3pacTHU Ca OCKbAHU, HO JOKNafBaHaTa 5-roguiuHa npe-
XKMBAEMOCT e CXofHa. Puckosu dakTopm 3a 06La CMBbPTHOCT ca
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dyHKumoHanHuAT knac no NYHA, pasmepute Ha nABOTO Npea-
Ccbpane n MbXKUAT Non.*7-420 PuckbT OT BHE3amHa CMbPT Npu
Jela e BEpOATHO No-ronsam, ocobeHo npu Te3m ¢ EKI gaHHM 3a
MUOKapAHa ncxemus.

JleyeHVeTO Ha pecTpUKTUBHaTa KapAamomuonatua e npe-
AMMHoO nanuaTmneHo. CumntomuTte Ha CH ce nekyBart ¢ guypeTtu-
LM 1 KOHTPOJ Ha CbpAeYHaTa yecToTa A0 onTuMmsnpaHe Ha JIK
MbfiHeHe. AHTMKOoarynauma ce npunara npu BCUYKW NaLMeHTm C
MM. JIunceat NpocneKkTUBHMU JaHHW OTHOCHO MMMaHTauMATa Ha
ICDs npu pecTpMKTMBHa KapAMoMMonaTuhsA, Taka ye npu nayu-
eHTWN CbC CUMNTOMHa NpoabmkmTenHa KA nokasaHuATa 3a ICD
TpA6Ba Aa ca CblyMTe, KaKTO Npu Apyrn 60nectn Ha CbpaeUHMA
MYCKys, KaTo ce B3emMa NpeABUA KpaTKOCPOYHaTa MpPOrHo3a,
cBbp3aHa cbe CH. MbpBrYHaTa NnpodunakTmka TpsadBa fa ce on-
pepena oT nofnexatiata eTMoNorMA U HaNMUYNeTo Ha yTBbpAe-
HY pruckosm dpakTopu 3a BCC.

7.6. [pyrn kapguomuonatuun

7.6.1. JleBOKamepHa HEKOMNAKTHOCT
HeKoMNaKTHOCT ce Hapuya HaNMYMeTo Ha U3pa3eHa KamepHa
Tpabekynapusauma u Abnboku nHTep-TpabekynapHu peuecy-
Cu B NiABaTa U/Wnu AsAcHaTa Kamepa, KOUTO Ca YeCTo CBbP3aHu
C TbHbK KOMMNaKTEH ennkapaeH MuokapaeH cnoi.*?? Mpwu Ha-
KOM MaLMEeHTM HEKOMMAKTHOCTTA e CBbp3aHa C KamepHa guna-
Tauma n cuctonHa ancoyHKumaA. JIK HEKOMNaKTHOCT ce cpelya
B CbyeTaHue C BPOL4EHU CbpAeYHM 3abonABaHMA 1 B M30MMUpa-
Ha popma. bonectta e pamunHa npu 18-50% OT Bb3paCTHUTE
c nsonupaHa JIk HeKOMNAKTHOCT, NPeAMMHO C aBTO30MHO-A0-
MUHaHTHO YHacneanaBaHe. CbobLiaBa ce 3a MHOXeCTBO MyTa-
LUUKN B TeHUTe, KoAUPALLM CapKOMEPHU MPOTEUHWN, MPOTEUHM
yuyacTBawm B metabonvM3ma Ha Kanuua, n Apyru cBbp3aHu C
Kapviomuonatuu reHu, kato LMNA, LDB3 un Taffazin.*?3

MHoro nauymeHTn ¢ JIK HEKOMNAKTHOCT Ca Hamb/HO 6e3-
CYMMATOMHW, HO NPW HAKOW MMa npoasu Ha CH, Tpomboem-
6onmsbm, aputmum unn BCC. HanpepHanata Bb3pacT, Ha-
yanHmat JIK TenepgmactoneH auametbp, cumntomHata CH,
nepmaHeHTHOTO unu nepcuctupawo MM, 6egpeHnaT 610K
1 NpuipykaBaliata HeBPOMYCKynHa 6onect ce cbobuiaBaTt
KaTo NpeauKTopyu 3a MOBUILEHA CMbPTHOCT, HO AaHHMTe 3a
JIK HeKOMNAKTHOCT KaTo noKa3saHue camo no cebe cu 3a ICD
ca ocKkbAHW.*?2742> Hyxxpata ot ICD TpA6Ba Aa ce pbkoBoamn oT
TexecTTa Ha JIK cucTonHa AMcPyHKUUA 1 HaNMYMeTo Ha Npo-
abkuTenHa KA npu npunaraHe Ha CbluTe KpUTEPUN, KakTo
npu OKMM (BvxTe pasgen 7.1).

7.6.2. Kappnomunonatus Ha Chagas

Kapamnomuonatua Ha Chagas

Mpenopbku Knac® | Huso® UsT

ICD TpsbBa ga ce obcbau npwu
nayneHTn C Kapauomuonatus Ha
Chagas n JIKOW <40%, npu Kouto
ouyaKBaHaTa NPOAB/IKUTENIHOCT Ha
XnBOTa e >1 rofuHa ¢ Bo6bP GyHK-
LIVIOHaNeH cTaTyc.

lla 426-430

?Knac Ha npenopbKuTe.

®HuBO Ha fOKa3aTeNCTBEHOCT.

U3TOUHMK(LM), NOAKPeNALL(M) NpenopbKUTe.

ICD = umnnaHTupyem Kapguoseptep fednbdpunatop; IKOU = neBoka-
MepHa u3TnackBalla Gpakuma.

Bbonectta Ha Chagas e 3abonsaBaHe Ha MMOKapAa, NMPUYNHEHO
oT napasuta Trypanosoma cruzi. 13uncnaAsa ce, ye NoHacTosA-
Lem B Lienna CBAT ca 3apaseHun 8-10 munnoHa gywn, a 20-40%
pa3BMBaT XPOHUYHA MUOKapAHa OGONecT, NMOHAKOra AeceTKun
roavHn cnep HavanHata vHbekuma. NPoBOAHN HapyLlleHus,
BKJItounTenHo 166 1 nsaB npegeH xeMnb0K, ca YecTo Hali-paH-
HUTe NPOABU, CleiBaHN OT CErMEHTHU HapyLleHWA B KUHETHU-
KaTta Ha JIK cTteHa, komnnekcHa KA, cmHycoBa AuCHYHKLMA ©
no-n3paseHy NPOBOAHN HapyLEeHNA. B Mo-KbcHUTE CTagmm Ha
6onecTTa HacTbnBa nporpecuBHa JIK gunatauma n CMCTOMHa
ancdyHKumn,*26-430

CbobujaBaHaTa roMliHa CMbPTHOCT NP MauneHTn ¢ 60o-
nect Ha Chagas Bapupa ot 0.2 o 19.2%, KoeTo O0Tpa3ABa 0Co-
6eHoCTUTE Ha pa3NMyYHMTE NPOoyYBaHM nonynauun. Hain-nocto-
AHHUTE HE3aBMCMMU NPeanKTopK 3a cMbpT ca JIK gncdyHkums,
odyHkumoHaneH knac no NYHA n NSVT. PucksT npu Komb6uHa-
uma ot NSVT un JIK gucoyHkuma moxe fa 6bae 15-KpaTeH.

[MaBHO 6narogapeHne Ha npoyusaHeTo Ha Gali et al., % uz-
cnepawo edpekTa ot ICDs npu naumeHTn c 6onect Ha Chagas,
6s1xa NoNyYeHN AaHHW, Ye Hali-rofiAima nosisa MMart naymeHTu ¢
JNIKOW <40%, Bbnpekm ye noeyeTo nauymeHTn ¢ ICD ca nonyun-
NI MOTMBUPAHW Tepanmm He3aBNCMMO OT TAxHaTa JIK cuctonHa
byHKUMA.

8. HacneacrBeHu NbpBUYHO
APUTMUYHN CUHAPOMU

8.1. Cunppom Ha abnrua QT-nHrepsan

8.1.1. JeduHnunn v enugemuonorns

AwvarHosa Ha cuHgpoma Ha abarua QT-uHtepBan (npwu
nunnca Ha BTOPNYHN NPUYNHM 3a yAbiKaBaHe Ha QT)

Mpenopbku Knac® | HusoP /EY
[OwnarHo3a LQTS ce nocTass npu Tazm
- QTc 2480 mc B NOBTOPHN 12-Ka- eKc-
HanHw EKT nnn neprtHa
- LQTS puickos ckop >3.43 rpyna
IwnarHo3a LQTS ce noctaBsa npwu Tazn
Hanuume Ha NOTBbPAEHa NaToreH- eKc-
Ha LQTS-myTaumsa, He3aBMCcMMo ot nepTHa
AbMxuHata Ha QT-nHTepBana. rpyna

EKIN gnarHosa LQTS Tpsbea ga ce
1Ma npeasug npy Hanuume Ha QTc

Tasn
2460 MC B MOBTOPHU 12-KaHanHu

eKc-
EKT npu nayneHTn ¢ HeobGACHUMM lla nepTHa
CMHKOManHU enusoam npwv nunca P

rpyna

Ha BTOPMYHMW NPUYMHK 3a YAbIIXKa-
BaHe Ha QT nHTepBana.

?Knac Ha npenopbKuTe.

"HuBO Ha fOKa3aTeNCTBEHOCT.

U3TOUHMK(LM), NOAKPeNALL (1) NpenopbKuTe.

EKI =enekTpokapaunorpama; LQTS = cuHApom Ha abnrua QT-nHTep-
Ban; QTc = kopurupan QT nHTtepsan.

Hawata paboTHa rpyna npoMeHu AnarHoCTUYHUTE KpUTEPUK 3a
LQTS npennoxeHn B KOHCEHCYcHUA foKymeHT Ha EHRA/Heart
Rhythm Society.* Mo-cneunanHo, cbliecTBYBaLIE YCEL|AHETO,
ye rpaHuuyata ot QTc >500 mc, npeanoXxeHa 3a NOCTaBAHE Ha
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avarHosata LQTS npu 6e3cMmnTomHM nauyneHTn 6e3 damumnHa

aHamHe3a 3a Ta3u 60necT, e TBbpAe KOHCEPBATVBHA U ULEHTNY-

Ha Ha Ab/mKuHaTa Ha QT-MHTepBana cBbp3aHa C BUCOK PUCK OT

pUTBbMHY cbbuTtna npu SCD.""®” CboTBETHO, HUE K3MOoM3BaxMe
Kopurupan QT (QTc) =480 mc nnm Toukos c6op >34 3a noctaen-
He Ha Ta3u KVHNYHa AnarHosa. [Npu Hanuumne obaue Ha HeobsAC-
HuM cnHKon QTc =460 mc e fOCTaTbYeH KpUTEepUI 3a MOCTaBAHe
Ha AmMarHosara.
LQTS ce xapakTtepusupa c yabsxeH QT-uHrepsan n KA npo-
BOKMpPaHWU MpejMMHO OT ajpeHepruyHa akTueauma. CpegHata
Bb3pacT Ha u3nea e 14 rognHn. foguwHata yectoTta Ha BCC npu
naumeHTn ¢ HenekysaH LQTS ce aBuxun mexagy 0.33%7 n 0.9%,43?
JIOKaTO Ta3u MU CMHKONM Ce N3UNCABa Ha ~5%.432
MyTauun B 13 reHa ce cebp3Bat ¢ LQTS, noseyeTo oT KOMTO
KoampaT cy6earHULM Ha KalueBuUTe, HaTPUEBMUTE 1 KanLueBu-
Te BONTaKHO-3aBUCMMUN NOHHW KaHanu. [eHeTUYHUAT CKPUHWHT
naeHTnonLMpa 6onectoTBOpHa MyTauma B 75% OT criyyanTe Ha
LQTS, a ocHoBHuTe reHun (KCNQT, KCNH2 1 SCN5A) oTroBapsT 3a
90% reHOTUMHO NO3NTUBHUTE Cydam.>?
Mopsnposete LQTS morat ga 6bAat rpynvpaHy B cnegHute
TpU KaTeropum:
+  ABTO30MHO-fOMMHaHTeH LQTS (cuHapom Ha Romano-Ward;
yectoTa 1 Ha 2500), konTo BKntouea LQT1-6 n LQT9-13 n ce
XapakTepusnpa C n30ampaHo yabixaBaHe Ha QT-MHTepBa-
na;
«  ABTO30MHO-fOMMHaHTeH LQTS ¢ U3BbH-CbpAEYHM NPOABMY,
BKJIOUYNTENTHO
- LQT7 (cuHppom Ha Andersen-Tawil), KonTo BKntouBa Ab-
nbr QT-uHTepBan ¢ npomuHupawa U-BbnHa, nonvumop-
¢dHa nnn aBynocouHa KT, nuues ancmopdursbm u xunep-/
XUMNokanueMmnyHa nepuoanyHa npapanmsa*s un

- LQT8 (cuHapom Ha Timothy), xapakTepu3upaly ce € yabn-
XeH QT-uHTepBan, CUMHAAKTUNIVA, CbPAeYHN Manpopma-
L1y, pa3CcTPONCTBO OT CNEKTbPa Ha ayTr3ma 1 NPOABMN Ha
ancmopdumsbm;

«  ABTO30MHO-peLecuBeH LQTS (cuHapom Ha Jervell n Lange-
Nielsen), KoinTo KOMOVHMpPa eKCTPeMHO yabiixeH QT-uHTep-
Basn C BPOAEHa rnyxorta.

8.1.2.MoaxoAa KbM cTpaTudUKaLMATa Ha pUCKa
1 TepaneBTUYHOTO NoBeAeHne

Crpatndukauma Ha pucka u NoAXoA NpU CUHAPOM Ha
abnrua QT-uHTepBan

MpenopbKn

CnepgHnTe NPOMEHM B HauMHa Ha
>KUBOT Ce NpenopbyBaT Npu BCUY-
KW nauymneHTun ¢ grnarHosa LQTS:

(a) U36aresaHe Ha nekapcTBa, yabI-
xaBawy QT-untepsan (http:/
www.crediblemeds.org).

(b)KopurnpaHe Ha eneKkTPONUTHYU-
Te OTK/IOHEHWA (XUNoKanuemus,
XVNoMarHeavemus, Xunokanum-
eMuA), KOUTO MoraT fia HaCTbNAT
npv Avapus, noBpbluaHe uan
MEeTabOoNUTHU CbCTOAHNA.

(c) M36areaHe Ha reHoTMMHO-Cne-
unduYHM  GakTopmn, MNPOBOKU-
pawy aputMun (M3TOWMTENHO
nnyBaHe, ocobeHo npu LQTST,
n3araHe Ha CUeH Wym npu na-
umeHTn ¢ LQTS2).

434

Beta-6nokepn ce npenopbuBaT
NpY NaLNEHTM C KIIMHWYHA AMarHO-
3a LQTS.

435

MocTaBAHe Ha ICD c ynotpeba Ha
6eTa-6nokepu ce npenopbyBa Npu
nauyueHnTn ¢ LQTS n npepwecTBaly
CbpAeyeH apecT.

436-438

Beta-6nokepu TpabBa Aa ce nmat
npeasua Npu HOCUTENW Ha Kaysa-
nHa LQTS-myTauma u HopmaneH
QT-uHTepBan.

67

MocTaBaAHe Ha ICD B gonbnHeHne
KbM GeTa-6nokepute Tpabsa fa
ce obcban npu nauveHTn ¢ LQTS,
KOUTO Ca MManu cuHkon u/munu KT
Ha ¢poHa Ha fjocTaTbyHa fjo3a 6eTa-
6rnokepu.

439

JleBOCTpaHHa CbpAeyHa cumna-
TUKOBA fleHepBauua TpAbea aa ce
MMa npeasua Npv naumveHTy CbC
cumnTomeH LQTS, koraTo
(a) beTa-610KepuTe He ca epeKTrB-
HW MAU He Ce MOHacAT, uin ca
NPOTVBOMNOKAa3aHu;
(b)TepanusTa cICD e npoTnBOnoKa-
3aHa UK OTKa3aHa OT NayneHTa;
() MauveHTn Ha GeTa-6nokepu
nntoc ICD nonyyaBaT MHOXeCTBO
LLIOKOBeE.

440

Bnokepu Ha HaTpueBUTe KaHanu
(MeKkcuneTuH, GnekamHua unu pa-
HOJMa3MH) MOXe Aia Ce UMaT NpeaBuA
KaTo AOMbAHWTENHa Tepanus 3a
cKkbcsiBaHe Ha QT-uHTepBana npuv
naumneHTn ¢ LQTS3 n QTc >500 mc.

441-443

MocTaBsaHe Ha ICD moxe ga ce nma
npenBua B AOMbJIHEHNE KbM 6eTa-
6nokepHa Tepanus npu 6escumn-
TOMHW HOCWTENU Ha NnaToreHHa My-
Tauma B KCNH2 nnn SCN5A, korato
QTc e >500 mc.

67

MuBasusHo EOW c PVS He ce npe-
nopbyBa 3a cTpatudukauua Ha
pucka ot BCC.

17

?Knac Ha npenopbkuTe.

"HuBO Ha fOKa3aTeNCTBEHOCT.

U3TOUHMK(LM), NoAKpenALL (1) NpenopbKuTe.

EOU = enektpodursnonornyHo nscneasaue; ICD = umnnaHTupyem Kap-
nnoeptep aepubpunatop; LQTS = cuHApom Ha Abarua QT-uHTepBsan;
LQTST = cungpom Ha abnrua QT-uHtepsan Tun 1; LQTS2 = cMHApPOM Ha
abnrua QT-nHtepsan Tmn 2; LQTS3 = cungpom Ha gbnrua QT-nHTepsan
T1n 3; PVS = nporpamumpaHa KamepHa ctumynaums; QTc = kopurmpaH
QT-uHtepsan; KT = kamepHa Taxukapaus; BCC = BHe3anHa cbpaeyHa
CMBPT.

3a cTpaTndurKauma Ha MHAUBUAYaANHUA pUCK TpAbGBa Aa ce
B3emaT npeaBuA KIUHWYHK, eneKkTpoKapamnorpadbckm un re-
HeTuuHu napameTpun.’’ MpexuBenure CbpaedyeH apect ca
C BUCOK PUCK OT peuuanBrpaHe, AOPW 1 KOraTto nosyyasaTt
6eTa-6nokepu (14% B pamkuTe Ha 5-rofuHM Ha GpoHa Ha Te-
panuaTa): Te3n JaHHU nofKkpenaT ynotpebata Ha ICDs npu
MauuveHTy MpexmBenn cbpaedeH apect.**® MosBarta Ha CUH-
KomasHu NposBM € CBbp3aHa C NOBULIEH PUCK OT CbpAeYeH
apect.®3%44 }enu ¢ LQTS ca ¢ NOBULWEH PUCK 3a NEPUOA OT 9
Mecela cnef paxgaHe (ocobeHo xeHuTe ¢ LQT2 reHoTtun).*4
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Mpwn naumenTn ¢ LQT1 1 LQT2 nokanusaumata n Tuna Ha my-
TayuATa moraT Ja 6bAaT CBbp3aHU C PasfIMyHU PUCKOBE OT
CbpAeYHN cbouTUA. Te3n faHHM obaue ce HyXAaAT OT AOMbA-
HUTENHO NpoyYBaHe, Npeamn fa 6bAaT NPUOXKEHN B KNNMHWY-
HaTa npakTuka.'* be3cMNTOMHUTE HOCWUTENN Ha MaTOreHHN
MyTauuu MMaT CKPOMEH PUCK OT CbPAEYHU CbOUTMA M3UUC-
nasaHu Ha ~10% mexpay paxaaHeTo un 40-roagnliHa Bb3pacT;
B Ta3W rpyna nauveHTn Tpsabsa Aa ce uma npensug ynotpeba
Ha 6eTa-6nokepun.446

MpodunaktnuHa Tepanua c ICD Tps6Ba ga ce 06CbXKAa Ha
WUHAMBMAYANTHA OCHOBA MPU BNCOKOPMUCKOBYM MaLMEHTU, KaTo
Hanpumep xeHun ¢ LQT2 n QTc >500 mc, naumneHTr ¢ QTc >500
MC 1 MPU3HALM HA eNekTpuyecka HeCTabUIHOCT U NauneHTM
C BVICOKO-PUCKOB reHeTnuyeH npodun (Hocutenn Ha ABe My-
Tauum BKAYBaWKM cnHagpom Ha Jervell n Lange-Nielsen nnu
cnHapoMm Ha Timothy). JlunceaT fgaHHM B MojKkpena Ha npo-
FHOCTUYHATA CTOMHOCT Ha UHBa3nBHOTO EOWU c PVS npu na-
umeHTn c LQTS.M7

8.2. CuHapom Ha Kbcna QT-nHTepBan

8.2.1. JlepuHnuynn n enngemmnonorns

AvnarHo3sa Ha cuHApoMa Ha KbcuAa QT-uHTepBan

Mpenopbku Knac® | Huso® Nst¢
[IwnarHosa SQTS ce nocTaBa Npu Ha- Ta3zun
nnymre Ha QTc <340 mc. eKc-
nepTtHa
rpyna
SQTS TpsbBa fa ce uma npeasug
npy Hanuune Ha QTc <360 mc n
eiVH WA noBeye OT ClepHuTe
npusHaum: Tasn
(a)MoTBbPAEHA NaTonOrMyHa My- oK
Taumua
(b)®amunna aHamHesa 3a SQTS neprHa
rpyna
(c) DammnHa aHamHe3a 3a BHe3arHa
CMDBPT Ha Bb3pacT <40 roanHu
(d)MpexmBsaH enusop Ha KT/KM B
OTCHCTBYME Ha CbpAeyHa 6onecr.

2Knac Ha npenopbKuTe.

’H1BO Ha fOKa3aTeNCTBEHOCT.

U3TOUHMK(LK), NoAKpPeNALL(M) NpenopbKuUTe.

QTc = kopurupax QT-uHTepsan; SQTS = cMHAPOM Ha Kbcna QT-nHTep-
Ban; KM = kamepHo mbxpaeHe; KT = KamepHa Taxnkapaus.

SQTS ce xapakTepu3mpa C HamaleHa NPOAbIKUTENHOCT
Ha cbppAeyHaTa penonapusauumsa, KOATO npepctaBnsaBa cyb6-
CTpaT 3a pa3BMTUE Ha KMBOTO-3acTpallaBalym aputMmuu. lNet
reHa ca cebp3aHu ¢ SQTS (KCNH2, KCNQI, KCNJ2, CACNATC n
CACNB2b), HO NpPOV3BOAMTENHOCTTA Ha TFeHETUYHUA CKpU-
HWHT ocTaBa Hucka (0610 ~20%)."°

BonecTTa usrnexpa cMNHO CMbPTOHOCHA BbB BCUYKN Bb3-
pacToBU rpynu, BKIKYMUTENHO NPU AeLa Npe3 NbpBuUTe Mece-
LUK OT XMBOTa MM, BEPOATHOCTTa 3a NbPBU CbpAeYeH apecT
[0 HaBbpLiBaHe Ha 40 roauHu e >40%."%447 Mpensua Mankus
pa3mep Ha gocera JOKNaABaHWTe Nonynauun, BUCOKUAT Ne-
TanuTeT MoXe 61 OTYacTM OTpa3fABa CENEeKTUBHOCT B CbOO-
LaBaHeTO, CBbpP3aHa C HeJOCTAaTbUYHO AMarHOCTULMPaHe Ha
SQTS npu 6e3CMMATOMHN NALNEHTN.

8.2.2.Mopxoa KbM pucKoBaTa cTpatuduKauuma
1 TepaneBTUYHOTO NoBeAeHNe

Crpatudukaymna Ha pucka u Nnogxoa Npu CMHAPOMa Ha
Kbcua QT-uHtepBan

Mpenopbkn

MocTtaBaHe Ha ICD ce npenopbuBa

npy nauveHTn ¢ gmuarHosa SQTS,

KouTo ca

(a) MpexunBenn npekbcHaT Cbpae-
YeH apecT n/unu

(b)iMaT fOKYMeHTMpaHa CMOHTaH-
Ha npoabmxkmTenHa KT.

119, 447

XVUHVAVH 1Ny cOTanon moxe fa ce
B3emat npeasug npuv naymeHTn ¢
anarHosa SQTS, kouTo ca KaHauAaa-
T 3a ICD, HO MMaT NPOTUBOMOKa-
3aHue 3a ICD nnu oTkas3saT nocTa-
BAHe Ha ICD.

118,448

XVUHVAWH 1Y cOTanon Mmoxe fa ce
B3emart npeasug npu 6e3cumnTom-
HW naumeHTn ¢ gmarHosza SQTS u
damunHa aHamHesa 3a BCC.

118,448

MuBasusHo EOW c PVS He ce npe-
nopbyBa 3a cTpatudukauma Ha
pucka ot BCC.

118,119

2Knac Ha npenopbKuTe.

"HrBO Ha JOKA3aTeNICTBEHOCT.

U3TOUHKK(LUK), NnoaKpenAL(M) NnpenopbKuTe.

EOU = enektpodusmonornyHo nscnepsare; ICD = umnnaHtupyem
KapavosepTep aedpmbpunatop; PVS = nporpammpaHa KamepHa CTumy-
naums; BCC = BHe3anHa cbpaeyHa cMbpT; SQTS = cMHAPOM Ha Kbcus
QT-uHTepBan.

Maymentn ¢ SQTS, npexnsenn npeawecTsaly CbpaeyeH apecT,
TpAa6Ba ga nonyyat ICD 3a BTopryHa NpeBeHLA, Thil KaTo YecTo-
TaTa Ha peuuarBupaHe Ha cbpaeyeH apecT e 10% Ha roguHa.'™®

OnTuManHaTa cTpaTerns 3a MbpBMYHA NPEBEHLMA Ha Cbp-
neyveH apect npu SQTS e HeAcHa, NpeABUA NUNcaTa Ha He3aBu-
CUMU PUCKOBU GaKTopU 3a CbpeYeH apecT, BKIIOUNTENTHO CUH-
kon.""® JIunceaTt faHHM 1 3a KONIMYECTBEHA OLIeHKa Ha pricka oT
apUTMUA MO BPeMe Ha CbCTe3aTesiHa pu3myecka akTMBHOCT Npu
naumeHTn ¢ SQTS.

ICD moxe pga ce 06CbAM Ha UHAMBMAYaNTHA OCHOBA NpPW Ma-
umeHTn ¢ SQTS, ybeamntenHa pammnHa aHamHesa 3a BCC v gaHHM
3a ckbceH QTc NoHe Npu YacT OT NOCTPaAANNTE, HO HAMA JOCTa-
TbUHO [JaHHMK, 33 Ce U3roTBAT 06LO0BaNNAHN NpenopbKu.™

[Jloknagy BbPXY ManKky KOXOPTW OT NaumeHTU MOACKasBar,
Ye TepanuATa C XMHUAMH Moxe Aa yabmxkn QTc nHTepBana u
eBeHTYyasHO Aa Hamanu enusoanTe Ha aputmua. MaumeHTn Ha
XVHUAVH TpAbBa Aa 6bAaT CTPOro MOHUTOPUPAHY 3a YAbIXa-
BaHe Ha QT-MHTepBana v eBeHTYanHW MPOAPUTMUYHUN CHOK-
T1A.""8448 Ynotpeba Ha XMHUAMH MOXe [1a ce UMa npeasus npu
NpPeXmnBenn CbpAeYeH apecT, KoUTo ca KaHauaaty 3a ICD, Ho
MmaT npoTmBornokasaHma 3a ICD unu oTkasBaT NoCTaBAHETO
My.'18448 1o TO31 MOMEHT HAMA LaHHV MOAKPENALM POSIATa Ha
PVS 3a npepcka3BaHe Ha apuTMunm.
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8.3. CuHapom Ha Brugada

8.3.1. JedpuHnuynn n enngemumonorus

[narHosa Ha cuHApoma Ha Brugada

Mpenopbkn Knac® | Huso® N3t

[narHosa cuHapom Ha Brugada ce
NoCTaBA NpU NauyeHTy C efieBauua
Ha ST-cermeHTa =2 Mm ¢ mopdosno-
rvma oT T!n 1 B €4HO 1M noseye ot
[leCHUTe NpeKopAnanHn oTBexpa-

HuA V1 n/unu V2, no3mumnoHnpann Ta3un
BbB BTOPO, TPETO UNN YETBbPTO eKc-
Mexaypebpuie, HacTbrnBawa umm neprHa
CMOHTaHHO, UK Cnef NpPoBOKaTH- rpyna

BEH NIeKapCTBEH TeCT C MHTpaBe-
HO3HO MpuWIoXeHVe Ha 6rokepu
Ha HaTpueBUTE KaHanu (Kato ai-
ManviH, nekanHmng, npokKanHamng
VNN NUACUKanHnA).

2Knac Ha npenopbkuTe.
"HyBO Ha JOKa3aTeNICTBEHOCT.
U3TOUHMK(LK), NoAKpPeNALL(M) NpenopbKUTe.

MpeobnagaBaHeTo Ha cMHApPOMa Ha Brugada nsrnexpga no-su-
coko B OronstoyHa A3nsa, OTKONKOTO B 3anafHnUTe CTpaHu; TO
Bapupa ot 1 Ha 1000 go 1 Ha 10 000 gywn.*4°

CrvHapomMbT Ha Brugada ce yHacnensBa no JOMUHAHTEH Ha-
UMH 1 NOKa3Ba Bb3PacTOBO U MNONOBO 3aBNCUMA NeHEeTPaHTHOCT:
KNMHWYHUTE NPOABY Ha 6onecTTa ca No-4ecTn Npw Bb3PacTHU
1 OCEM MbTU MO-YECTU NPV MbXKE, OTKOSIKOTO Npu )eHn. % KM
HacTbnBa Ha cpefHa Bb3pacT 4115 rognHn, HO MOXe fa ce rnpo-
ABV BbB BCAKA Bb3PacT, 0OVIKHOBEHO B NMOKOW UMK Mo Bpeme Ha
CbH.*! DebpunuTeT, NPEKOMEPEH MPUEM Ha aikoXos U 06UIHO
XpaHeHe ca NyCKOBM MexaHu3MM 3a aeMackrnpaHe Ha EKI mop-
donorus ot Tun | n npegpasnonarat kbm KM.

B ckopolweH MmeTa-aHanu3 4ectoTaTta Ha apUTMUYHU-
Te cvouTnAa (NpoabmxutenHa KT nnm KM, nnm moTtneBupaHo
BKtouBaHe Ha ICD, unn BHe3anHa CMbPT) NPY NaLUeHTn CbC
cMHApoM Ha Brugada e 6una 13.5% roAniuiHoO Npu nauneHT c
aHaMHe3a 3a BHe3aneH cbppeyeH apecT, 3.2% roguwHo npu
naumneHTn cbC CUHKON 1 1% rofniuHo Npu 6e3cMNTOMHM Na-
LmeHTn. 452

Han-manko 12 reHa ce cBbp3BaT CbC cMHApPOMa Ha Brugada,
HO camo aBa (SCN5A n CACNTAc) ca oTaenHo OTrOBOPHM 3a
>5% nauueHTUTe C MO3UTUBHO TeHHO Tunu3upaHe.>? Pesyn-
TaTWTe OT FrEHETUYHUA CKPUHVHT NMOHACTOALLEM He MPOMEHAT
nporHo3aTta Unmn ne4yeHneTo.

8.3.2.Mopxop KbM cTpaTUdPUKaLMATa Ha pUcKa
N TepaneBTUYHOTO NoBeAeHne

EQVHCTBEHOTO NleyeHue cnocobHo Aa Hamanu prcka ot BCC
npu cnHapom Ha Brugada e ICD, nopagun KoeTo ycTponcTBo-
TO € NoKa3aHo Npu naumeHTn ¢ gokymeHTtupada KT nan KM un
npu nauMeHTn cbe cnoHTaHHa EK Tun 1 n aHamHesa 3a cuH-
Kon.'*#1 MporHocTyHaTa CTOMHOCT Ha PVS e 06eKT Ha cro-
poBe 1 NOBEYETO KINHUYHIN MPOYyYBaHUA He Ca NOTBbPAUNN
HWTO MO3UTMBHA, HATO HeraTBHa NpPefCcKa3Balla CTOMHOCT 3a
HacTbMBaHe Ha CbpAEYHU CbOUTUA NpuY NpocsiefaBaHe, 446
XVHUANH e 61N NpenopbyYaH KaTo NpeBaHTBHA Tepanua npu
naLueHTV CbC CMHAPOM Ha Brugada, Bb3 OCHOBa Ha faHHWM,
nokasBally, 4ye TOW HamanfaBa MHAyuUMpyemocTTa Ha KM no

CtpaTudukaums Ha pucka u NoAXoA NPU CUHAPOM
Ha Brugada

Mpenopbkn Knac® | HusoP UsT

CnefiH/Te MPOMEHV B HauMHa Ha

XKMBOT Ce NpenopbyYBaT Npu BCUY-

KW NaumMeHTN C AMarHo3a CMHAPOM

Ha Brugada:

(a) U36areaHe Ha nekapcTBa, KOUTO
MoraT Aa npeausBuUKaT enesa-
unA Ha ST-cermeHTa B AecHWTe
NpeKkopAvianHy  oTBeXAaHWA
(http://www.brugadadrugs.org)

(b)/36ArBaHe Ha nNpekomepeH
nprveM Ha askoxosn 1 Oo6WIHO
XpaHeHe

(c) bbp30 neuyeHne Ha Bcekn oe-
6PUNNTET C aHTUMUPETULN.

Tazmn
eKc-
nepTtHa
rpyna

Mmnnantupare Ha ICD ce npeno-

pbyuBa Npu NaymeHTn C guarHosa

cMHApPOM Ha Brugada, kouTo ca:

(a) MpexunBenn npekbcHaT cbpae-
YyeH apecT n/nnn

(b)ImaT fOKyMEHTMpPaHa CNOHTaH-
Ha npoabmkuTenHa KT.

451

MmnnanTtrpaHe Ha ICD TpaA6Ba aa
ce MMa npeAaBuA Mpuv nauueHTn
CbC CNMOHTAHEH AnarHocTnyeH EKM
o6pa3 Tvn | 1 aHamHe3a 3a CUHKon.

451

XVUHUOMH 1AM K30NpPOTEPEHON
TpA6Ba Aa Ce wWMaT npenBua
npy MauuveHTU CbC CUHAPOM Ha
Brugada 3a neueHvie Ha enekTpu-
Yyecka byps.

453

XVHUAUH  “An  U3onpoTepeHon
TpsAbBa Aa ce Uma npeasug npu
nauveHTn, KOUTO Ca KaHAuAaTyY 3a
ICD, HO MMmaT npoTMBONOKasaHune
vnu otkaseaTt ICD v npu naymeHTH,
KOWUTO Ce HYXJaAT OT JieyeHve 3a
HafIkaMepHU apuTMUN.

454

MocTaBsiHe Ha ICD moxe aga ce uma
npeasug Npv NayneHTy ¢ guarHosa
cuHApoMm Ha Brugada, konTo passu-
BaT KM no Bpeme Ha PVS ¢ gBa unun
TPU eKCTpacTUMyna B iBE TOUKMU.

120

KateTbpHa abnauua moxe pa ce
nMa npeaBug npu nayumeHtTn ¢
aHamHe3a 3a enekTpuyecku 6ypu
WA NOBTApALWM Ce MOTUBUPAHU
ICD wokose.

201, 455

2Knac Ha npenopbKuTe.

"HuBO Ha fOKa3aTeNCTBEHOCT.

U3TOUHMK (LK), NOAKPeNnALL (M) NpenopbKuUTe.

EKI = enektpokapanorpama; ICD = umnnaHTMpyeM KapguoBepTep
nednbpunatop; PVS = nporpamupaHa kamepHa ctumynauus; KM = ka-
MepHO MbxAeHe; KT =KkamepHa Taxnkapama.

Bpeme Ha PVS; Hama obaye gaHHU NOTBBPXKAABALLMN CNOCOO6-
HOCTTa My Aa Hamanu prcka ot BCC. Hanocnenbk 6ewwe npeg-
MoJIOXKeHO, Ye enuKapHaTa KaTeTbpHa abnauns Bbpxy npeg-
HaTa cTeHa Ha RVOT moxe pa npepoTBpaty enekTpuyecka
6ypA Npu NauMEHTU C PEKYPEHTHU enn3oan, HO Te3n AaHHU
ce HYXX[asAT OT NOTBbPXKAEHNE, Npean Aa 6bhaT NPUIoXKeHu
B 061aTa KIMHNYHA NpaKThKa.*>>
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8.4. KatexonamunHepruyHa nonumop¢pHa
KamepHa Taxukappausa

8.4.1. lepuHnuynun n enngemmonorns

[uarHo3sa Ha KaTexoJlamuHepruyHata nonumopdHa Ka-
MepHa Taxukapaus

Mpenopbkn Knac® | Huso? /EL

IOnarHosza CPVT ce noctaBa npu
Hanuume Ha CTPYKTYPHO HOpMmarn-

14,52,
HO Ccbpue, HopmanHa EKI, n npo- 457
BOKMpaHa OT ycunmna nam emoummn
[BYyNnocoyHa nunu nonumopoHa KT.
OwnarHoza CPVT ce noctaBa npwu
nauneHTn, KOUTO Ca HOCUTENN Ha
u ' 14,52

natoreHHa(v) mytauua(n) B reHmTe
RyR2 nnun CASQ2.

°Knac Ha npenopbKuTe.

"HuBO Ha JoKa3aTeNCTBEHOCT.

U3TOUHMK(LM), NOAKPeNALL (M) NpenopbKuTe.

CPVT = KatexonamuHepruyHa nonnmopdHa KT; EKI = enektpokapau-
orpama; KT = kamepHa Taxukapausa.

CPVT e pAagKko HacneACcTBEHO apUTMOreHHO HapyLUeHue, Xapak-
TEpU3MpaLLo ce C aipeHeprmyHo HAyLMpaHa ABYNOCOYHA U
nonumopdHa KT. MNpeobnagasaHeTo Ha 6bonecTTa ce U3unCnABa
Ha 1 Ha 10 000."

NueHnTndunumpann ca asa reHetuyHu Tna CPVT: gomMunHaH-
TEH BapuaHT, AbJIXKall ce Ha MyTaLuu B reHa, Koampaly cbpaey-
HUA praHoanHoB peuenTtop (RyR2), n pARbK peLecrBeH Bapu-
aHT MPUYMHEH OT MyTaLMA Ha CbPAEYHNA KaJICeKBECTPUHOB reH
(CASQ2).2 Mpw NaUMEHTU C KIIMHUYHU NPU3HALKM, NOAOOHN Ha
CPVT, ca ngeHtndbuumpanm mytaumm B gpyru reiu, kato KCNJ2,
Ank2, TRDN n CALM1. MoHacTosem obave He e ACHO Aanu Te He
ca ¢peHokonmsa Ha CPVT.™

KnuHnyHute npoasn npu CPVT obukHoBEeHO HacTbneat
npes nbpBaTa AeKaja Ha KMBOTa M Ce NPOBOKMpaT oT Gusn-
yecka akTUBHOCT N eMoLMoHaneH ctpec.**® inarHoctukaTa
e TPyAHa, 3awoTo nauymeHTute ¢ CPVT nmat HopmanHa EKI n
exoKkapAvorpama, nopagu KoeTo C LieNl ycTaHOBsABaHe Ha au-
arHosarta ce npenopbyBa CTPEC-TeCT 3a Npean3BUKBaHE Ha
npeacbpaHu aputmnm 1 KA (aBynocoyHa nnm nonmmopdHa
KT).™ NpepnaraHa e n ynotpeba Ha KaTexonammuHoBa UHoy-
31, HO YYBCTBMTENIHOCTTA Ml HE € ACHO yCTaHoBeHa,'**° no-
panu Koeto He e popmynmpaHa nNpenopbka Mo To3u crneym-
¢dunueH BbnpocC.

8.4.2.NMopxon KbMm cTpaTudUMKaLMs Ha prUcKa
N TepaneBTUYHOTO NoBeAeHne

[arHocTmumpaHe B AeTcka Bb3pacT, nnncaTa Ha 6eTa-6nokep-
Ha Tepanusa 1 NepCUCTMPAHETO Ha KOMMEKCHUTE apuTMUK MO
BpeMe Ha paboTeH cTpec-TecT Ha ¢OHa Ha MbJiHa fo3a 6eTa-6510-
Kepw ca He3aBUCMMU NPEANKTOPU 3a PUTbMHU CbbUTUA. 46!

MoBeueTo pedepeHTHN LEeHTPOBe NeKyBaT MauueHTuTe C
Hajonos, BbNPeKn Ye HAMA CPaBHUTENHU LaHHU 3@ Pa3nnyHu
BrAoBe 6eTa-6oKkepy.

CTpa'rmbanal.ma Ha pucKa n noaxoa Nnpuv Katexoslamu-
HeprmnyHa nonmmopd)ua KaMepHa TaXukapana

Mpenopbkn Knac® | HusoP UsT

CnefHWTe MPOMEHM B HauMHa Ha
KMBOT Ce NpenopbyBaT NPu BCUY-
K/ nNaumeHTM c AuarHosa CPVT:
n36sreaHe Ha CbCTe3aTenHu Cnop-
TOBE, U3TOLUMTENTHN YNPaXXHEHNA 1
CTpecoBa OKOJ/Ha cpefa.

Tazmn
eKc-
nepTtHa
rpyna

Beta-6nokepu ce npenopbuBaT
npu BCUYKM NaLMeHTU C KIMHUYHA
anarHosa CPVT, noctaBeHa Ha 6a-
3aTa Ha AOKYMEHTMPaHW CMOHTaH-
HU Unn cTpec-uHayumpanm KA.

458, 460

MmnnanTtnpaHe Ha ICD B gonbn-
HeHue Ha 6eTa-6nokepu ¢ unmn 6e3
dnekanHug ce npenopbuBa npu
nauuenTn ¢ anarHosa CPVT, kouto
noJslyyaBaT CbpAEYEH apecT, PeKy-
PeHTEeH CUHKON unun nonumopdHa/
asynocoyHa KT, Bbnpekun ontu-
MasniHaTa Tepanus.

458,461

Tepanus ¢ 6eTa-6nokepu TpsibBa Aa
ce Ma NpeaBvA NPY reHETUYHO Mo-
3UTUBHWU YN€eHOBE Ha ¢aMI/IJ1I/I$|Ta,
[IOPW 1 Clef HeraTBEH CTPeC-TeCT.

461,462

OnekavHup TpaAbBa pa ce uMma
npeasua B AOMbJIHEHVWE KbM 6e-
Ta-6nokepu Npu nauneHTn ¢ Ju-
arHosa CPVT, kouTo nonyuvaBat
peumnamBupaly CUHKON Wau nonuv-
mopdHa/aBynocoyHa KT Ha doHa
Ha 6eTa-61oKkepu, Korato UmMa pu-
ckoBe/npoTuBonokasaHuna 3a ICD
nnu ICD He e BOCTbNEH UK € OTKa-
3aH OT MayueHTa.

463

OnekavHup Tpabea pa ce vMma
npeasua B AOMbJIHEHVWE KbM 6e-
Ta-bnokepu npu nauneHTn ¢ Ju-
arHo3a CPVT u Hocutenu Ha ICD
3a HamanABaHe Ha MOTUBMpPAHUTE
ICD-wokoBe.

463

JleBoCTpaHHa CbpAeyHa cumnatyi-
KycoBa [leHepBaLua Moxe fa ce
06CbAN NPV NaLMEHTU C fAUarHosa
CPVT, konTO nonyvasat peLngnsu-
paLy cMHKon unm nonumopdHa/agy-
nocoyHa KT/HAKONKO MOTVBUPAHK
ICD-wokKoBe Ha GpoHa Ha Mpuem Ha
6eTa-6nokepn unu 6Geta-6nokepmn
nnoc GnekaviHug U Npu nayneHTH,
KOWTO He MOHACAT UMM NMaT NPOoTH-
BOMOKa3aHuA 3a 6eTa-6nokepu.

464, 465

MHBasusHo EOW c PVS He ce npe-
nopbusa 3a cTpatuduKkauua Ha
pucka ot BCC.

2Knac Ha npenopbKkuTe.

"HuBO Ha fOKa3aTeNCTBEHOCT.

U3TOUHMK (LK), NOAKPeNnALL (1) NpenopbKUTe.

CPVT = kaTexofaMMHeprumyHa nonvmMopdHa KamepHa TaxmKkapaws;
EOU = enekTpodursnonornuHo nscnepsane; ICD = umnnaHTupyem Kap-
nunoseptep gepubpunatop; PVS = nporpammpaHa kamepHa cTimyna-
uma; BCC = BHe3anHa cbpaeyHa cmbpT; KA = KamepHa aputmus; KT =
KamepHa Taxmkapama.
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DusnyecknTe orpaHnyeHns 1 beta-6nokeprTe 63 BbTpeLL-
Ha CUMMNAaTOMUMETMYHA aKTVBHOCT Ca Tepanusa Ha NbpBu n36op
npu nauvent ¢ CPVT."

MpenBapuTenHy JaHHW NOACKasBaTt, ye dnekanHug e Ha-
Manun cUrHndrKaHTHO YectoTaTa Ha KA npu manbk 6poi
nauveHTn ¢ CPVT n TpsabBa Aa ce B3eme NpeaBua KaTo Mbp-
BO AOMbJ/IHEHME KbM 6eTa-61oKepuTe, KOraTo apuTMUNTE Ha
Ca HaMb/IHO KOHTPONMpaHu.*62463 JlepocTpaHHaTa cbpaedHa
CYMMATVKOBA JeHepBaLUna n3rnexga MMa HAKakBa CTeneH Ha
edunKacHocT B nogxona npu nauymeHtn ¢ CPVT 1 HemoHocumocT
KbM GeTa-61oKepy, HO ca HEOOXOAMMM MoBeYe AaHHW 1 MNo-
OBNro npocneasaBaHe 3a KONIMYeCTBEHA OLEHKa Ha Ta3un epu-
KacHOCT. 464465 MpexnBenuTe cbpaeyeH apect Tpsibea fa nony-
yat 6eTa-6nokepu 1 ICD; dpnekanHua cblyo TpAbBa Aa ce B3eme
npenBu, ako KOHTPONMBT BbpXy apuTMuATa npu paboTHuA
cTpec-TecT e HenbneH.'* ICD Tpa6Ba cbllo Aa ce Ma Npeasus
npu nauneHTn ¢ CPVT, KouTo He pearupaT Ha 6eTa-6110Kepu
dnekanHna.* Tpabsa na 6baaT NporpammpaHt 4bfirm 3aKbe-
HeHus npean nofaBaHeTo Ha woka ot ICD, 3awoTo 6onesHe-
HUTe LOKOBe MoraT fJa NoBuWaT CUMMNATUKOBUA TOHYC 1 Aa
NPOBOKMPAT AOMbAHUTENHN apUTMUK, BOAELN OO MaNUrHeH
umkbn ot ICD-woKoBe U faxe CMbpT.#6°

PVS HAMa gmnarHoCTMyHa nnm NPorHOCTMYHaA CTOMHOCT Mpu
CPVT, Tbl1 KaTO HATO ABYMNOCOYHATa, HTO nonnmopdHata KT ca
nHayumpyemn.'*

8.5. CMHAPOM Ha paHHa penonapusauus

8.5.1. JedpuHnunun n enngemunonorns

Hannumeto Ha mopdonorva Ha paHHa penonapu3auua B
JONHUTE W/UNW naTepanHuTe OTBEXAaHMA ce CBbp3Ba C UAU-
onatnyHo KM B Npoy4BaHns ¢ KOHTPOJIHa rpyna.*”4%8 Mopaam
BMCOKaTa YecToTa Ha Mofena Ha paHHa penonapvsauua cpep
0o6LWOTO HaceneHune, n3rnexaa pasymHo fa ce AnarHocTuympa
,CUHOPOM Ha paHHa penonapu3aumna” camo nNpu NaumMeHTn ¢ Ta-
KaBa Mopdosiorus, KomTo ca 6unm pecycymMTpaHn oT JOKYMEH-
TUpaH enusopd Ha ngmonatnyHo KM n/vnmn nonnmopdHa KT.

[eHeTMYHaTa OCHOBA Ha paHHaTa penonapu3almnsa BepoATHO
€ NonureHHa B rofifiMa YacT oT clyyauTte. He cblyecTBYBaT ACHU
fJoKasaTencrtea 3a GaMuNIHO yHacnefABaHe Ha CMHAPOMa Ha
paHHa penonapmsaums.

MpeaBua HeCUrypHOCTTa B UHTepNpeTaumaTa Ha Mofena Ha
paHHa penonapusauma Kato npeguktop Ha BCC, Hawata eKkc-
nepTHa rpyna pewu, Ye KbM [HelHa JaTa HAMa AOCTaTbyHO
[aHHK, No3BonABaLM fa 6bAaT AageHn NpenopbKy 3a nosefe-
HVe Npy ToBa CbCTOAHME.

9. MepuaTpuyHmM apnTMNN
M BPOAEHM CbpaeYvHm 6onectn

9.1. NMoaxoa KbmM KamMepHNTE apUTMUN
npu geua cbC CTPYKTYPHO HOPMaJHO
cbpue

Mpw peua KA morat ga HaCcTbMAT NPY BPOAEHU CbpPAeYHM 6O-
nectu (CHDs), HacneacTBeHU KaHanonaTuv Unn Kapanomuona-
TN, MUOKAPAUT 1 CbPAEYHM TymMopu (HeoHaTanHu pabiomu-
OMM), KakKTo 1 Mpu CTPYKTYPHO HOpManHu cbpua. Mpu 3apasu
B APYrY OTHOLLIEHMWSA Aela u3onupaHmuTe moHomopdHu PVCs ca
MHOTO YecTur, 0co6eHO Npu neneHaveta (20%) 1 TUAHENAKbPY

Mopxon KbM KamMepHUTE apUTMUN NpY flela CbC CTPYK-
TYPHO HOPMarHO Cbpue

Mpenopbku Ust

MpenopbuBa ce 6€3CMMNTOMHYU
fdeua c yectn PVCs nnu yckopeH
KaMepeH pUTbM ¥ HOpPMasnHa Ka-
MepHa ¢yHKLMA Aa 6baaT Habnio-
[aBaHu 6e3 neyeHne.

469, 470

MegvkameHTO3Ha Tepanua uUnn
KaTeTbpHa abnayus ce npenopbu-
Ba npu geua c yectn PVCs nnn KT,
CYMTAHW 3a MPUYMHA 33 KamepHa
ancoyHKumA.

Tasmn
eKc-
nepTtHa
rpyna

KateTbpHa abnauva moxe fa ce
MMa npefBuA, Korato MepuKa-
MeHTO3HaTa Tepanua e WAu He-
edpeKTMBHA, WM HexXenaHa npu
CUMMTOMHM fleta C ugmonaTuyHa
KT/PVCs ot RVOT unu Bepanamun-
YyBCTBUTENIHA NABO-pacLmKynap-
Ha KT.

471-474

KaTeTbpHa abnauma ot onuTHY one-
paTopu TpsabBa Aa ce UMa NpefBua
cnep HeycnelwHa MeankaMeHTO3Ha
Tepanua WK Kato anTepHaTuBa Ha
XPOHMYHATa MefMKaMeHTO3Ha Te-
panusa Npv CMMNTOMHY AeLa C nau-
onatnyHa KT/PVCs ot LVOT, aopTHu
nnaTtHa nau envikapa.

473,474

Bnokepn Ha HaTpueBuUTe KaHanu
(cpencTBa ot Knac IC) Tpsabea Aa ce
nMaT npenBua KaTto anTepHaTuBa
Ha 6eTa-6nokepu unyn Bepanammn
npu geua c KT oT usxogHua cbppe-
YeH TPaKT.

471

KateTbpHa abnauma He ce npe-
nopbyea npu pAeua <5-roguiiHa
Bb3PacT, OCBEH Npu Heycnex oT
nposefieHaTa MeJjukameHTO3Ha Te-
panua nnm korato KT He ce noHacsa
XeMOJMHaMNYHO.

475

Ynotpe6a Ha Bepanamus He ce npe-
nopbysa npu feua <1-roguwHa
Bb3pacT.

476

2Knac Ha npenopbKuTte.

"HuBO Ha fOKa3aTeNCTBEHOCT.

U3TOUHKK(YK), NoaKpenAL (M) NpenopbKUTe.

LVOT = neBokamepeH n3xopaeH TpakT; PVC = KamepHa eKkcTpacucTona;
RVOT = gecHokamepeH usxofeH TpakT; KA = kamepHa aputmus; KT =
KamepHa Taxnkapana.

(20-35%), npomsnuzawm rnasHo ot RVOT. Ako PVCs ca mHoro
yectn (5-10% OT BCUYKM ypapw) WM ca NO-CHOXHK, ce npe-
nopbyBa CbpAeyHa oueHKa, BkntountenHo CMR 1 cHemaHe Ha
dbamunHa aHamHe3a ¢ Len 13KnYBaHe Ha HaceCTBEHUN KaHa-
nonatnm nnu KapamommonaTuun. lNpenopbysa ce npocnegasaHe
3a ycTaHOBABaHe Ha pa3BuTue Ha JIK ancdyHkums, (He-)npo-
abmxkuTtenHa KT nnn KaparnommonaTuny, KOeTo ce CilyyBa pAaaKo.
MepanKameHTO3HO fleyeHMe UM KaTeTbpHa abnauuna ca pagko
MoKasaHu, Tbil KaTo NoBeyeTo fela ocTaBaT 6€3CMMNTOMHY, a
PVCs uecTo nsyessar c BpemeTo.469470477-480 YekopeH nanoseH-
TPUKYNapeH pUTbM MOXe fia 6bJie yCTaHOBEH NPV MHAYe 3apaBu
HOBOPOAEHU 1 NeneHayeTa, 06MKHOBEHO KaTo CllyyaiiHa Haxog-
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Ka. ToBa e fobpoKayecTBeHa apuTMua 1 NogobHo Ha PVCs npu
neneHayeta 06MKHOBEHO M34e3Ba 6e3 fleyeHne npes nbpeaTa
roavHa ot xmBota.*®! [loknagsaHaTta yectoTa Ha NosiBsiBaHe Ha
npoabmkutenHa KT B obwaTta negmatpuuHa nonynauud e 1 Ha
100 000 geua 3a 10 rognHun. YecTtoTaTa Ha HENPOABMKUTENHATA
n npogbmkuTenHata KT e cbwo HMcKa, 2-8 Ha 100 000 peua B
YUnnuLHa Bb3pact.482483

Moseyeto ngmonatnyHn KT ce nmoABABaT 3a MbpPBY MbT Npu
no-ronemu aeua n TMAHeNAXKbPY CbC CbLUMTe MecTa Ha Npousxog,
KakTo npu Bb3pactHu (RVOT, LVOT mnn aopTHU nnaTtHa). Bepana-
MU-4yBCTBUTENHATA NisBa dacuvkynapHa KT e no-psgka.'=+4
HenpekbcHataTa KT, yecto npounsnmsaiua ot JIK, e cBbp3aHa C UH-
TpaKapAvanH/ xaMapToMu Npw neneHaveta. Teanm aputMmmn 4ecto
BoAAT fo CH 1 MmaT 3HauMma CMbPTHOCT, BbNPEKM arpecrBHaTa
neKapcTBeHa Tepanus, KaTeTbpHaTa abnauusa 1 4opu XpyprivyHa-
Ta Tepanua.*84 MonumopdHa KT vnmn PVC ¢ paznnuHa mopdororus
HacTbMBaT CPaBHUTENTHO PAAKO NPY AeLia C HOPMaHU CbpLa 1 ca
0OMKHOBEHO CBbP3aHV C HaC/IeCTBEHN KaHANoNaTm Unn Kapaw-
OMMONATVN, CTPYKTYPHW MNIN Bb3NANUTENHN CbPAeYHM Gonectu
VN MeTaboINTHU NN TOKCUKONMOTUYH HapyLLEHWA.

Mpw no-ronemu feua NPenopbKUTE OTHOCHO JIeYEHMETO Ha
navonatnyHu KT ca nofo6Hu Ha Te3n npu npu Bb3pacTHU. Mpur
no-manku Aeua npoyuyBaHuWATa BbpXy edurKkacHOCTTa U 6e30-
NacHOCTTa Ha NeKapCTBEHOTO JieyeHne Ha namnonaTnyHm KT ca
OrpaHVyYeHn rmaBHo fjo 6eTa-61oKepn 1 BepanaMmus, a fJaHHW-
Te 3a 61okepu Ha HaTpueBuTe KaHanwu (knac IC) n nekapctsa ot
knac lll ca no-manko.*'#2 Mpu HeBpbCTHM feua <1-roguiuHa
Bb3pacT (i.v.) Bepanamun TpAbBa Aa ce M36ArBa, 3al0TO MOXe
[a JoBefie A0 OCTPO BJIOWABAHE HAa XeMOAMHaMMKaTa. o

Mpy Manku feua yectotaTa Ha YCNOXHEHMATa NPU KaTeTbp-
Ha abnauuA m3rnexga no-rofAamMa 1 MMa ornaceHns 3a pacTex
Ha ne3unTe, NONyyYeHN OT NPUNOXKEHNE Ha pagnoPpeKBeHTHa
N KPUO-EHEPrus Bbpxy KamepHust Mmokapa.V>48-487 |anona-
TnyHuTe KT 1 KomnnekcHute PVC npu geua nokassaT TeHAeH-
LMA KbM CMOHTaHHO U34e3BaHe B paMK1Te Ha MeceLn Ao roaun-
HK.¥1 Tlo Ta3n NpUUMHA, B Ta3n Bb3PacTOBa rpyna KateTbpHara
abnauus, BKIOUUTENHO ,MpocTaTta” abnauua Ha KT ot RVOT, e
NnoKasaHa camo KaTo Tepanua Ha BTOpw 1360p 1 ce n3BbpLUBa B
cneumnanmsnpaHmn LeHTpoBe.

9.2. BHe3anHa cbpaeYyHa CMbpPT
N KaMepHW apuTMUN Npu NaLmneHTn
C BpoAeHU cbpAeyHmn 6onectun
lNMpeBeHUNA Ha BHe3aNHaTa CbpAevyHa CMbPT U noaxon

KbM KaMepHMTe apuTMUN Npu MNALMEeHTU C BpogeHu
cbpAeyvHu Gonectu

Mpenopbkn Knac® | Huso® /EL

Cnep oueHKa 3a onpepensHe
Ha npuyrMHaTa 3a CbOUTMETO U
M3K/loYBaHe Ha obpaTumu npu-
YnHK, noctaBaHe Ha ICD ce npe-
nopbvyBa npu nauuneHtn ¢ CHD,
KOMTO Ca NpeXuBenn npekbcHaT
CbpfeyeH apecT.

488-491

MNocTaBAHe Ha ICD ce npenopbuBa
npu naunentn ¢ CHD n cumntom-
Ha npoabmxkuTenHa KT, npu konto
e HanpaBeHa npefBapuTenHa xe-
MOAMHaMMUYHa U enekTpodusmno-
NOTrMYHa OLieHKa.

488-492

KaTeTbpHa abnauua ce npenopby-
Ba KaTo AOMbJIHUTENHA TepanwuA
wnu antepHatuea Ha ICD npwu na-
umenTn ¢ CHD, Kouto nmat peun-
AvBupawa moHomopdHa KT wnwm
npu nauneHTu ¢ noctaseH ICD, Ko-
raTo TA He MOXe fAia 6bae oBnaaaHa
C npenporpamvipaHe Unu mMepuka-
MeHTO3Ha Tepanus.

ICD-Tepanus ce npenopbyBa Npu
Bb3pacTHNn ¢ CHD u cuctemHa
NKOW <35%, pBykamepHa ¢usu-
onorusa, cumntomHa CH, Bbnpeku
OMNTUMANHOTO MeANKaMEHTO3HO
neyeHne n dyHKUMoHaneH knac Il
nnn Il no NYHA.

MoctaBsaHe Ha ICD Tpsab6Ba ga ce
“Ma npefiBuA npu nayumeHTu ¢
CHD v cnHKON € Hen3BecTHa eTu-
onorvA NP Hannumne Ha Hanpea-
Hana KamepHa AUCOyHKUMA unm
VHAYyLUpYyeMa MpPOAbKUTENHA
KT nnn KM npwu PVS.

MocTassiHe Ha ICD Tpsb6Ba ga ce
1Ma npeaBua npu nsbpaHu naum-
eHTu c TeTpanorus Ha Fallot v no-
Beye puckoBu ¢daktopu 3a BCC,
BknountenHo JIK ancoyHkuyms,
HenpoabmxkutenHa KT, wupuHa
Ha QRS >180 mc unu nHAayumpy-
ema npoabmxutenHa KT npu PVS.

KaTeTbpHa abnauuma TpabBa Aa
ce vMa npepBuf Kato antepHa-
TUBA Ha NeKapcTBeHaTa Tepanus
npu CMMNTOMHA MPOABbIKNTENHA
MoHomopdHa KT npu nauneHTn c
CHD un ICD.

Tepanus ¢ ICD moxe aa ce 06Cb-
AW NPU NauMeHTn C HanpeaHana
ANCOYHKLMA Ha eMHCTBEHA Ui
cnctemHa K npum Hanuuune Ha
ApYyrn puckosu dakTopu, KaTo
HenpoabmkuTenHa KT, yHKumo-
HaneH knac llunn lll no NYHA nnun
TeXKa peryprutauyma Ha cuctem-
HaTa AV knana.

PVS moxe pa ce obcbam 3a cTpa-
TuduKayma Ha pucka ot BCC npu
nayueHTu c TeTpanorua Ha Fallot,
KOWTO MMaT efjViH NN noseye oT
cnepHuTe puckosu daktopu: JIK
ANCOYHKLMNA, HENPOABIIKUTENHA
KT n wunpuHa Ha QRS >180 mc.

PVS moxe pa ce o6¢cban npu na-
umeHtTn ¢ CHD n HenpoAabnxu-
TenHa KT 3a onpepensHe Ha pu-
CKa oT npoabnxntenHa KT.

XupypruyHa abnauua  Hacoue-
Ha upe3 enekTpodr3noNornyeH
MEMNUHF MOXe Aa ce 06Cban npun
nauyventn ¢ CHD nognexaww Ha
CbpAeyHa Xupyprua, ¢ KIMHWYHa
npoabmxkmTenHa KT n c nHayunpy-
ema MmoHomopdHa KT ¢ naeHTndun-
LMpaH KpUTUYEH UCTMYC.

492

493,494

488, 490,
491

488,
494-496

492

489, 497,
498

496

Tazn
eKc-
nepTHa
rpyna

Tazmn
eKc-
nepTtHa
rpyna
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KaTeTbpHa abnauyva wau npo-
dunnakTnyHa aHTMapUTMNYHa
Tepanua He ce npenopbyBa Npwu
6e3cMMnTOMHU He uyectun PVC
npu nauneHtn ¢ CHD n ctabunHa
KamepHa GyHKLMA.

Tazn
eKc-
nepTHa
rpyna

PVS He ce npenopbuBa 3a cTpaTu-
duKauma Ha pucKa Npvi NALUEHTU C
CHD npwu nunca Ha Apyru pyckosm
bakTopU UK CUMATOMN.

496

2Knac Ha npenopbKuTe.

®H1BO Ha fOKa3aTeNCTBEHOCT.

U3TOUHMK(LK), NoAKpPeEeNALL(M) NpenopbKuUTe.

AV = atpuro-BeHTpuKynapHa; CHD = BpegeHa(u) cbpaeyHa(un) 6onect(n);
CH = cbppeuHa HepgocTaTbyHOCT; ICD = MMNNaHTMPYeM KapanoBepTep
nedubpunatop; JIK = naBa kamepa, neBokamepHa; JIKODU = neBoka-
MepHa n3TnackBawa ¢pakuus; PVS = nporpamvpaHa KamepHa cTvimy-
nauus; PVC = kamepHa(n)n ekctpacuctona(m); NYHA = New York Heart
Association; K = pacHa kamepa; BCC = BHe3anHa cbpaeyHa cMbpT; KA =
KamepHa apuTMunsa; KM = KamepHo MmbxpaeHe; KT = KamepHa Taxnkapausa.

CHDs ca Han-yecTuTe gedeKkTu Npu paxkpaHeTo, C yecToTa
700-800 Ha 100 000 vy paxaaHua.**® NaumeHtute ¢ CHD
npeAcTaBnABaT XeTepOreHHa rpyna, YMAaTo NpexmnBaemocT ce
e nofobpuna psa3Ko cnep HaCTbNWUANA HaNnpeabK B AMArHOCTU-
KaTa U XMpypruyHmuTe TeXHMKN. MHO3UHCTBOTO OT MauueHTuTe
¢ CHD goxuBsBar 3psna Bb3pact.”’® Bbrnpeku Te3u ycnexu, Ko-
pekumAaTa Ha CHD B feTcka Bb3pacT e nocnefBaHa OT pa3Butue
Ha CH 1 apuTmMuK, KOETO MOXKe Aa NPUYMHU KbCHA CbpAeYHa
CMBPT B MS1aja Bb3pacT.

YecToTaTta Ha BCC B obwata nonynaumsa ¢ CHD e Hucka
(0.09% Ha rofvHa), HO e MO-BUCOKa, OTKONKOTO Mpu CbOTBET-
cTBawa KoHTponHa rpyna.”®! Puckst ot BCC nokassa BpemeBsa
3aBUCMMOCT U HapacTBa C/lef BTopaTa Aekada Ha »KuBoTa. [o
TO3Y MOMEHT He ca nposexaaHu RCTs 3a onpepensaHe Ha pUCKo-
Bu ¢akTopy 3a BCC unu Ha nonsarta oT Tepanuu 3a NbpBMYHA
npeseHUUA. PETPOCNeKTUBHM NPOYYBaHMA Ca AEMOHCTPUpPai,
ye BCC e oTroBopHa 3a 14-26% OT BCUYKM CllyYan Cef mbpBuY-
Ha kKopekumn.*7°91-503 B ronsamo mpoyuBaHe npwv Bb3pacTHU C
pa3nnyHn CHDs, BCC BbB Bpb3Ka C apuUTMnm e Hactbnuna B 14%.
BCC e HacTbNMNa NnpeanMHO B MOKOW 1 He CaMo Npu NaumeHTn ¢
TexKn faedekTn. B ToBa npoyuBaHe puckosute paktopu 3a BCC
canofgo6bHW Ha Te3n NPU NCXEMUYHA KapAMOMMONATUS, BKITIOUN-
TeNHO HaflkaMepHa TaxMKapaua, AUCPYHKLMA Ha CUCTEMHA U
My/IMOHanHa Kamepa u wirpok QRS-komnnekc.*%

BponeHute cbppeyHn fedekTy Hocewm Hal-BUCOK PUCK
ot BCC ca TeTpanorus Ha Fallot, (BpoieHO KopurmpaHa) TpaHc-
no3nunA Ha ronemuTe apTepuy, OOCTPYKTMBHU Ne3nmn Ha ns-
BOTO CbpLie 1 Cbpla C eAMHCTBEHa Kamepa.*?”>01->%3 MogeyeTo
NpoyyYBaHUA 3a OLlEHKA Ha pUCKa ca NPoBeeHN NPy NaLneHTn
c TeTpanorusa Ha Fallot n nokaseat puck ot BCC 2-3% Ha feka-
[la, HapacTBalKy KbCHO Cfief] orepaTUBHaA KopeKkuuatd=01.504
Bbnpekn npeHtnomKaumaTa Ha MHOrO pUCKoBUM dakTopu, Haw-
ronemute puckosmn ¢aktopu 3a BCC ca wunpmrHa Ha QRS-kKom-
nnekca >180 mc, 1K o6emHo HaToBapBaHe, JIK aguchyHkuma nnm
KVHWYHA WM MHAyuMpyema npogbmkutentHa KT.4%4-4% [ma
cbobuieHus, ue PVS e nonesHa 3a oleHKa Ha pucka.*® Petpoc-
NeKTMBHU NpoyyBaHusA Bbpxy |ICD-TepanuaTa npu TeTpanorua
Ha Fallot cbo6LyaBaT 3a BUCOKa YeCcToTa Ha MOTUMBMPAHU LIOKOBE
oT 8-10% roAuILHO NPU MbPBUYHA 1 BTOPUYHA NpeBeHL . 488

Mpu NaLMeHTn C TPaHCNO3ULMA Ha rofieMu1Te apTepun cneq,
onepauusa 3a npeacbpaeH cymy (Mustard nnm Senning) puckst
oT BCC e ~5% Ha gekana.”?"*% HannumeTo Ha npeacbpaHa Ta-

XVAapUTMUA U HEAOCTAaTbYHOCT Ha cucTemHaTa [1K ca BaXkHU pu-
ckoBM dpakTopu 3a BCC.*8 Mopgnexawm mexaHnsmu 3a BCC ca
npeacbphHa Taxunaputmna ¢ 6bpso 1: 1 AV nposexaaHe, fere-
Hepupala o KM, KakTto 1 nbpsuyHaTa KA. [oHacToAwwem KaTe-
TbpHaTa abnauua Ha nNpefcbphHaTa Taxmkapamsa e epekTrBHa
Tepanva n NoAXoAALWa 3a HamanAaBaHe Ha pucka ot BCC B Tasm
rpyna nauyueHTun. PVS He usrnexpa nonesHa 3a ctpatudurkauma
Ha o6wuA prck. ICDs 3a BTOpUYHa NpeBeHLMA ce OKa3BaT edek-
TUBHW, fokato ICD-TepanuATa 3a NbpBMYHa NPeBEHLMA NPU Na-
LIMEeHTU C KaMepHa ANCOHYHKLMA N3FNeX[a NO-Manko nonesHa,
uecToTa Ha wokoseTe 0.5% roguniuHo.*® B gHewHo Bpeme He ce
13nonsBa NpefCcbpAeH Cyuy 1 B pe3ynTaT Ha ToBa Ta3u nonyna-
LMA OT MaumneHTy NoCTeNeHHO HaManABsa no 6pon.

MpaBunHaTa KopeKkUMA Ha BpofeHaTa aopTHa CTeHo3a
(BKNIOUMTENTHO NPY BUKYCNUAHM Knanu) HamansaBa 3HaunTenHo
ectecTBeHua puck ot BCC, yecto npemaxsariku HyxjaTa ot cre-
umduUYHa aHTU-apUTMUYHA Tepanus.>0'>0

Mpu naumeHTn c obla Kamepa cnep onepauua Ha Fontan
AbNrocpoyHaTa 6OecTHOCT Ce XapaKTepursvpa C KOMMIEKCHa
npencbpAHa Taxmkapama n passutre Ha CH, nporpecrBHo Hapa-
cTBaLa ¢ Bb3pacTTa. CBbp3aHa ¢ aputmua BCC He e pagka npu
naymeHTn ¢ Fontan, kKaTo foknaABaHaTa yectoTa e 9% 3a cpefeH
nepvopA Ha npocneaasaHe 12 roanHN, HO PUCKOBUTe hakTopu Bce
ole He ca naeHTNGULMpaHn.””’ JaHHUTe OTHOCHO epMKACHOCTTa
Ha ICD-tepanuaATa npun naumeHTn ¢ Fontan ca ocKbaHW.

Mo npuHunn, TepanuaTta ¢ ICD npn nauyneHTn ¢ CHD ce e
n3MecTuna oT BTOPMYHA KbM MbPBUYHA NMPeBeHLMA npes no-
cneaHuTe fBe feceTunetun.**%4%1 PeTpocneKTMBHI KOXOPTHU
NpoyYBaHNA ca NoKasanun, ye, B AONbiHeHNe KbM KA, HapyLie-
HaTa KamepHa QyHKUMA, NABa UM AACHA, € CTaHana MocToA-
HeH prckoB pakTop 3a BCC npn naumeHTn C pasnnyHy BUAOBE
CHD.493-495497498 To3 haKT NoaUYepTaBa 3HAYEHNETO Ha edek-
TUBHOTO NleyeHne Ha KamepHaTa ANCOYHKLM C XMPYPrmyHa Ha-
Meca BbpXy OCTaTbuHUTe flepeKTun, ONTUMU3NPaHe Ha MeamnKa-
MeHTO3HaTa Tepanua u, ako e npunoxunmo, CRT. Mo npuHumn,
nauneHTy ¢ CHD n cuHkon unu HenpoabmxkutenHa KT Tpsbea
Aa 6baaTt NoANOXKEHW HAa XeMOAMHaMUYHA 1 eNleKTpodusnosno-
rMyHa oueHka. PVS moxe ga 6bae nonesHa 3a ngeHTuoukayma
Ha nayueHTn c nosmwleH puck ot BCC. Tpabea fa ce umat npep-
BMA KaTeTbpHa abnauuna n XMpyprmvyHn Hamecu, Kato anTepHa-
TuBa Ny gonbnaHeHme Kbm ICD npu nauneHTn c peungmerpa-
wa npogb/kuTenHa KT cnea xupypruyHa kopekums Ha CHD. 492

9.3. Tepanua c uMnNnaHTupyem
KapauoBepTtep aepubpunatop
npu neagnaTpuYHN NayneHTn

BCC e papko ABneHvie npu neavaTpUYHM NauneHTn u cnego-
BaTenHo ynoTpebata Ha ICDs e papaka, C roguiiHa YyecToTa Ha
uMnIaHTaumMm <1 Ha MUIMoH%8°13 33 MbpBKYHA UM BTOPUYHA
npeBeHuna.*°%5% NegnaTpuyHnuTe NaumneHTn ¢ puck ot BCC 06-
pa3yBaT xeTeporeHHa rpyna C WMPOK KPbr OT MOANeXKaLLn Cbp-
Ae4Hn 6onectu, BKNIOYNTENHO HAacNeACTBEHUN KaHanonaTum unm
KapaviomMmonatun 1 Wnpok cnekTbp ot CHD.#%%°%° CerawHute
nokasaHus 3a ICD-Tepanua npu Bb3pacTHU ce Npunarat u npu
neavaTpUYHN NauneHTn. NMoBeyeTo NPenopbKY NPU CbpaeUHN
6onectu, NPUNOKMMK B NefmaTpryHaTa nonynayms, ca ¢ HUBO
Ha gokasaTencteeHocT B unu C.

3a pa3nuka OT npenopbKkuTe Npu Bb3pacTHu, ICDs He ce
n3non3eaT PyTUHHO Npu neagnaTpuyHn nauneHTn ¢ KM n Ha-
npepHana JIK gucoyHkuma, nopaan HuckaTa yectota Ha BCC B
Ta3u Bb3pacToBa rpyna.’™*>!> HtepnpertaumnTa n cpaBHaBaHe-
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UmnnaHtupyem KapauoBepTep pedubpunatop npu
neavaTpPUYHU NaLVeHTN

Mpenopbkn Knac® | HusoP NsT

MmnnanTtupaHe Ha ICD ce npeno-
pbyBa Npu NeANaTPUYHN NaLneH-
T C MPEeXuBAH CbpAeYeH apecT
npw I1nNca Ha 06paTUMM MPUUNHN.

490, 508,
509

MmnnanTrpaHe Ha ICD B kKomMbUuHa-
uMa € MeAMKaMeHTO3Ha Tepanua
ce npenopbyBa NP BUCOKOPUCKO-
BW MeAnaTpMyHN NauueHTn C Ha-
CneacTBEHN KaHanonatuu, Kapau-
omwuonatum nnav CHD.

490, 510,
5N

MepnoanyHo TecTyBaHe Ha [e-
dUBpUNAaUNOHHMA mpar Ha He-
TpaHcBeHo3HUTe ICD  cuctemn
TpA6Ba fja ce MMa NpeABuUA No Bpe-
Me Ha pacTexka Ha No-Manku aeua.

512

2Knac Ha npenopbKuTe.

"H1BO Ha [JOKA3aTEeNCTBEHOCT.

U3TOUHMK(LM), NoAKPenALL(M) NpenopbKuUTe.

CHD = BpogeHa(u) cbpaeuHa(v) 6onect(n); ICD = umnnaHTrpyem
KapavioBepTep fedubpunatop.

TO Ha pe3syntatuTte B negmatpuuHn cepun ¢ ICD octaBat Tpya-
Hu, 3awoTo ICD-TepanuATa YecTo ce oueHABa NPU Haln-pa3HOO-
6pa3HV CbCTOAHUSA U YeCTOo BKoUBa Bb3pacTHU ¢ CHD. Hskonko
neguatpuuHm cepun ¢ ICD cboblyaBaT 3a MOTVBMPaHN LLIOKOBE
3a BTOpuYHa npeseHuuna npu 40-67% oT nauyuneHtuTe. KoraTto
ICD-TepanusTa e 6una M3non3BaHa 3a MbpPBUYHA MPEBEHLUS,
yecToTaTa Ha MOTUBMpPaHWTe WoKoBse Bapupa oT 10 go 26% npu
cpefieH CPoK Ha npocnefaBaHe 2—4 roguHm,490:508,510,511,516-519
OpaKkTypy Ha NPOBOAHMK W HapylleHWe Ha M30nauuATa,
CbZOBM NpobniemMy, MHGEKLUUN 1 KbCHU NOBULIEHUA Ha aedu-
6pUNaLMOHHMA Npar ca No-4ecTy B NeagnaTpuyHaTta nonynauus,
OTKOJIKOTO Cpefl Bb3pacTHUTE, Hall-BEPOATHO Nopaamn Nno-rons-
MaTa MM aKTUBHOCT, MO-MaJiKUTe TENECHU pa3Mepu 1 pacTexa
1M.>2° TonlemMy MpoyuBaHUA CbO6LWABAT FOAWILHA YecToTa Ha
dpakTypu Ha NPOBOAHKK 5.3 1 6.5% Npn He3aBUCUMU PUCKO-
BU GpaKToOpy Bb3pacT <8 roanHn n nposoaHuk Fidelis®.>2">22 B
NMoBeYeTo NeanaTpUYHN cepumn CbobLlaBaHaTa YecToTa Ha He-
MOTUBMPAHU LLOKOBE e 3abeNeXXnTesiHo BMCOKa 1 Bapupa ot 17
10 30%.490:508,511,516-519 HamoTiBMpPaHMTE LWOKOBE NMOPaan CrHY-
COBa TaxmKapaua, HalkaMepHU apUTMUN N CBPbXCEH3MPaHe Ha
T-BbAHATa ca YecTu 1 MoraT Aa 6baaT HamaneHu Ypes NHANBU-
Jyanu3mpaHo nporpammupaHe, no-crneunanHo ¢ U3rnon3BaHe Ha
NO-BUCOKM YeCTOTU Ha geTekums. MNpu no-ronemu neguatpuy-
HW NaLMEeHTI, KaKTO 1 NP Bb3pacTHY, Hali-4ecTo ce n3non3sat
TPaHCBEHO3HM ABYKYXUHHN cuctemm 3a ICD. Mpwn no-manku na-
LMEeHTN Hall-4ecTo ce M3MON3BaT €fHOKYXVHHN CUCTEMHU C Len
n36sareaHe Ha BEHO3Ha O6CTPYKLMA, C OCTaBAHe Ha GprMKa Ha
ICD-npoBoAHMKa B AACHOTO NpeAcbpane BbB Bpb3Ka C pacTte-
»a. [py neneHayeTa 1 Manky geLa anTepHaTUBHUTE HETPAHCBe-
HO3HM ICD-cuctemu marnexxpat 6esonacHn u edekTusHW.?
Te3n cncTemn ce KOHCTPyMpaT upe3 MHCepuma Ha reHepaTopa
B KOpeMma, MOAKOXEH XOA B NAiBaTa rpbAHa NOMIOBUHA U NocTa-
BAHE Ha KaMepHUA eNeKTPOA B envkapaHa nosmuma.>’%>? Mva
ny6nvkaumm v 3a Apyru BapraHT.>%® KbcHute noBuwweHns Ha
nedunbpunauroHHUA Npar HacTbMNBaT Hall-yecTo Npu ynotpeba
Ha Te3n anTepHaTUBHU CUCTeMU 1 TpabBa Aa ce uma npeasus
MePVOANYHO TECTYBaHe Ha AedpnbpunaumoHHus npar.”?

CRT ce npeBbpHa BbB BaXXHO [OMbIHEHNE KbM NeYeHne-
T0 Ha CH npw NegnaTpruHW NaumeHT, Hal-4ecTo Korato uma
MOKasaHWA 3a aHTUOPaALMKApAHO nelicmpaHe.”?>2* TepanuaTa
cbe CRT-D moxe fa okaxe brnaronpuateH ebekT npu nbpaHu
MaumeHTu, No-crneymnanHo cpes nonynauusaTa Ha oneprpaHuTe
3a CHD, HoO faHHMTe B Mogkpena Ha ynoTpebarta Ha TakoBa yc-
TPOMCTBO Ca OCKbAHN.

10. KamepHun Taxukapaum
N KaMepHO MbXXAeHe npu
CTPYKTYPHO HOpManHu cbpua

10.1.KamepHu Taxukapaum ot U3XoaHNA
TPaKT

JleueHne Ha KamepHa TaXMKapAusA OT U3XOAHUA TPAKT

Mpenopbku

KateTbpHa abnauua Ha KT/PVC ot
RVOT ce npenopbuyBa npu cumn-
TOMHW NauMeHTN U/vnv Npv nauu-
€HTM C HeyCneLIHa aHTapuTMUYHa
nekapcTBeHa Tepanus (Hanp. Ge-
Ta-610Kepu) NN Npy NaymeHTn ¢
noHwxeHvie Ha JIK ¢yHKUMA, Abn-
Kalo ce Ha HaToBapBaHETO OT
RVOT-PVC.

525-528

JleueHune c 6nokepy Ha HaTpUeEBU-
Te KaHanu (cpepcTBa oT Knac IC) ce
npenopbyBa NPU CUMMATOMHMU Na-
uneHTn ¢ KT/PVC npowusxoxpaalin
oT LVOT/aopTHO nnatHo/ennkapa.

529-531

KaTteTbpHa abnauua Ha KT/PVC ot
LVOT/aopTHO nnatHo/enunkapa,
M3BbpPLLEHA OT ONUTHM ONEepaTopw,
TpAbBa Aa ce obCbAM MpU CUMM-
TOMHUW MAUMEHTU Cnef Heycneww-
HO neyeHne C eAViH UnKn noseyve
6noKepy Ha HaTpueBUTE KaHanu
(cpenctBa ot knac IC) nnn Kouto
He XKenasaT NPOAB/IKUTENHA aHTU-
apVUTMUYHa nekapcTBeHa Tepanusa.

195,
531-533

2Knac Ha npenopbKuTe.

"HuBO Ha fOKa3aTeNCTBEHOCT.

U3TOUHMK(UM), NoaKpenALw (M) NpenopbKUTE.

JIK = neBokamepHa; LVOT = neBokamepeH nsxopeH Tpakt; PVC =
KaMepHY eKcTpacucTonu (npexxaeBpemMeHHN KaMepHW KOMMIEKCK);
RVOT = gecHokamepeH n3xofeH TpakT; KT = KamepHa TaxvKapauns.

KamepHute n3xopgHun tpaktose (OTs) ca Hall-yecTuTe mecTa, OT
KOUTO npousxoxaa uauonatnyHa KT/PVC.>2>534-536 Banzo 70%
oT TAX npousnusat ot RVOT.>3¢ [lpyri mecta Ha MpouUsXof ca
aopTHUTE crHycK Ha Valsalva,>7->4° LVOT,**->4 rofemnte BeHu
Ha cbpueTo,'?>3%>4 enukapaHaTa YacT Ha MUOKapaa, 539541542
A0PTO-MUTPANTHUAT KOHTUHYNTET?2%>43 11 pagKo nynmMoHanHa ap-
Tepua.>*4->% anonatuuHa dpokanHa KT oT OT 06MKHOBEHO Ha-
CTbMBa NPU NaumeHTn 6e3 CTPYKTYPHa CbpaeyHa 6011ecT, Ho Npu
HAKOW MauymneHTy obpasHata amarHocTuka cbc CMR geMoHcTpripa
e/Ba [oNoBYMY aHOMannn.>#>48 Te mat GpoKaneH mexaH1u3bM B
pesynTaT Ha aBTOMATU3bM, MUKPO-PUEHTPY UKW TpUrepupaHa
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aKTUBHOCT.>*752 [ gnonatnunata KT ot RVOT TunnuHo ce npos-
BABA Ha Bb3pacT Mexay 20 1 50 roAVHN 1 NO-YEeCTO NPU XKeHn.>>
CobuiecTByBaT ABE TUNUYHU GOPMU: PabOTHA/CTPEC-MHAYLMPaHa
KT n penetutnBHa moHoMmopdHa KT HacTbnBalla B mokol. Pene-
TuTmBHa NSVT HacTbnBa B 60-92% OT cnyyanTe, AOKATO Henpe-
KbcHaTa KT HacTbrnBa camo OT BpeMe Ha Bpeme.”*275>2

MapokcnmamanHata npogbmxuTenHa KT, cnegaHa oT Abnru
nepuoan Ha Hevectn PVCs, e no-pagka. Ennsogurte HapacTBar
Mo YecToTa U MPOABIIKUTENHOCT MO BPeMe Ha ycunane u/vmnu
eMOUVOHaneH cTpec; paboTHUTe Npoby MoraT Aa NPoBOKMpPaT
¢dokanHa OT-KT no Bpeme Ha yCUIMETO UV BbB Bb3CTaHOBUTEN-
HuTe pasn. TunnyHata QRS-mopdonorus e BepTrKanHa oc  fo-
MuHMpaLy 06pa3 Ha J165.°25°34->4 PVCs nin mbpBrAT KOMIIEKC
Ha KT 061MKHOBEHO Ca C OTHOCUTENHO Ab/r CBbP3BaLly UHTEp-
Banu ¢ npegwectsawma QRS-komnnekc.”> KT e MoHOMopdHa,
Ho Mopdonoruata Ha QRS-komnnekca moxe neko aa Bapupa.
MNoBeue oT efjHa pa3nmyHu mopdonorum Ha KT ce cpelat pag-
KO 1 Mopa)<aaT CbMHeHMe 3a uuKatpuymnanHa KT, Kato Tasu npu
ARVC.>* Makap ue uguonatmuHata KT ot OT nma nobpokauecT-
BEH XO[], MOHAKOra MOXe [ja HacTbNu ManurHeHa KT.5°°53 EKT no
BpPEME Ha CMHYCOB PUTbM OBUKHOBEHO € HOpMasHa, Ho ~10%
MMaT MbsieH nnv HenbneH [bb.>>* Tpsabsa ga ce Hanpasu paboT-
Ha npoba 1 cbpaeyHa obpasHa AMarHOCTVIKa 3a U3K/YBaHE Ha
MOANEXALLO CTPYKTYPHO CbpAeYHO 3a60/1ABaHe, a B HAKOU CIly-
Yan MOXe [la ce HanoXm CbpAeyHa KateTepmsaums.

JleueHvie e HaNOXMTENTHO CAMO aKOo NaLMeHTUTE Ca CUMMTOM-
Hu. TpAGBa Aa ce oTHenexu, Ye CUMNTOMaTVKaTa MOXe Aa 6bae
cBbp3aHa ¢ JIK gucdyHkuma, npeasma ToBa ye ngmonaTnyHaTta
KT moxe fa 6bfie MpuumnHa 3a TaxmkaphHO-UHAYUpaHa Kapau-
omuonatua.>> lNpu Tak1Ba nauueHTy Tpsbea aa ce 06cbam ne-
yeHue c 6NoKepwn Ha HaTpreBKTe KaHanu (cpeacTsa ot Knac IC)
UK KateTbpHa abnauua. Mpwu naymeHtn ¢ KT/PVCs ot RVOT ce
npenopbyBa Ha MbPBO MACTO KaTeTbpHa abnauua, JokaTo npu
nauveHT ¢ KT/PVCs o1 LVOT KaTeTbpHa abnauus Tpsabea aa ce
“Ma nNpeABuz caMo cnefj HeycrellHa aHTU-apuTM1MYHa Tepanus.

bnu3kata aHaTomnyHa nokanusauusa Ha RVOT, LVOT v rone-
MUTE CbPAEYHN BEHU OrpaHMyaBa TOYHOTO JiOKanM3npaHe Ha
MACTOTO Ha npomsxof Ha KT Bb3 ocHOBa Ha mopdosnormaTa Ha
QRS-Komnnekca, 0OCBeH Npu Knacnmyecka Taxmkapama ot RVOT.
TouHOTO NokanusMpaHe TpA6Ba fla ce PbKOBOAW OT aKTUBALNO-
HEH MEMVIHF U/MN NENC-MEeNnHE Mo Bpeme Ha EQI32537-540
TpAb6Ba fa 3anoyHe oT RVOT (BKMOUNTENIHO CMHYCa Ha Mysmo-
HaflHaTa apTepuA) , ciefiBaH OT rofiemmnTe CbpAeYHN BEHM, a0PT-
HWTe nnaTHa u eHpokapaHua LVOT. Korato abnauuata Ha mAc-
TO C PaHHO KaMepHO aKTMBMPAHE He eIMMUHMPA KIMHUYHATa
apuTMKA, MOXe ia ce 06CbAM ennKapAeH MenVHT.

10.1.1. Taxukapaumn ot feCHOKamMepHNA N3XoaeH
TpakKT

KnuHnuHo KT ot RVOT vMaT no-masnka Ab/KUHA Ha LMK bAa U e no-
BEPOATHO J1a Ce Npuapy»kaBaT OT CUHKOM B CPaBHEHVE C apUTMUK-
Te ot LVOT.>%-%52 TynuuHara 3a KT/PVC ot RVOT EKT e ¢ no-kbceH
npexof R/S B otB. V4 B cpaBHeHue ¢ KT/PVC ot LVOT. B ny6nuky-
BaHW AOKNaAM yCnexbT OT ocTpaTa KateTbpHa abnauua Ha KT/PVC
o1 RVOT e >95% npwu naumeHTn 6e3 cTpyKTypHa CbpaeyHa 6ornecT,
aKo e M3BbpLUEHA OT ONWUTHK onepaTtopu;>2>>34-540 cpuiecTByBa-
LMTe AaHHW OT SbJITOCPOYHO NpocsieAaBaHe obaye ca orpaHuye-
HW.527528 CpobLLaBaHaTa YeCToTa Ha YCIIOKHEHUATa € HUCKA, C MHO-
ro pefku cnyyam Ha pynTypa Ha RVOT, ocobeHo Ha cBobopHaTa My
cTeHa.>?> 3aToBa, NPV CUMMNTOMHU NMALMEHTY C MOBbPXHOCTHY EKI ¢
ronsamMa BepoATHOCT 3a TaxuaputMua oT RVOT ce npenopbusa EOU
1 aKo MEeNUHIbT NOTBBbPAM KaTo npuunHa VT/PVC ot RVOT Tpabsa
[la ce HanpaBW MbpBMYHa KaTeTbpHa abnayua.

10.1.2. Taxukapauu ot IeBOKaMepPHMNA N3XoaeH
TpakT

AbnauusaTa Ha VT/PVC ot LVOT unsnckea 3agbn6oyeHo pasbupa-
He 1 BHUMaTenleH menuHr Bkatoysaly LVOT, aopTHW nnaTHa, nyn-
MOHanHa apTepus v enukapa.”32°°¢ CentanHata yact Ha LVOT,
MaKap ¥ rnaBHO MYCKY/Ha, BK/lOUBa MeEMOPaHO3HNA KamMepeH
cenTyM. 3afHUAT KBafpaHT ce cbCToU OT obwmrpHa Gnbpo3Ha
nperpaga. JlatepanHuat n npegHnat LVOT ca MyCKynHW CTPyK-
Typu. OT envKapaHaTa cTpaHa fiABaTa NnpeAHa AecueHAeHTHa 1
nABaTa UMPKyMPpneKkcHa KOpoHapHM apTepun ca pasnonoxeHn
Haf aopTHaTa YacT Ha LVOT un 3aemat Halr-ropHata yacTt Ha JIK,
HapeueHa ot McAlpine 6uno Ha JIK.>*” To e rnaBeH N3TOYHVK Ha
nanonatmnyHa KT/PVCs. TunmnuHo VT/PVCs ot LVOT nmat Beptu-
KasnHa oc ¢ paHeH npexop BbB V1/V2 n JIBb nnn [Ibb (cboTBeTHO
70% n 30%).195,529,530,532,533,5377543,558

YecToTaTa Ha YC/IOXKHEHMATa NpY KaTeTbpHa abnauma He e
3a npeHebpersaHe U BKJIOYBA rONIeMU YCJIOXKHEHUA, KaTO MU-
oKapAHa pynTypa v TaMmnoHaAa, MHCYNT, KNanHo yBpexaaHe u
yBpexfaHe Ha KopoHapHa apTepud. Tbil KaTo nopajmn aHaTo-
MUYHaTa COXHOCT MOXe fla € HEOOXOANM KOMOUHMPAH TpaH-
ccenTasieH Y peTporpageH Noaxon 3a MbfieH MenuHr 1 abnauums,
LVOT abnauma tpabsa fa ce NpaBun BbB BUCOKOCMELNaN3npaHm
abnaunoHHM LeHTpOoBe Crlief Heycrnex oT U3npobBaHeTo Ha NoHe
eAvH 6/10Kep Ha HaTpueBMTe KaHanw (cpeacTso oT Knac 1C).>32

10.1.3. KamepHu Taxukapgvv ot aOpTHO MNNaTHO

KT 3anouBalya ot cmHycuTe Ha Valsalva e npuumHa 3a ~20% ot
nanonatnyHmute KT ot OT, B noBeyeTo Ciiyyam OT NIABOTO KO-
pPOHApHO MAaTHO, CNeABaHO OT ASCHOTO KOPOHAPHO MaTHO,
3a/1aBHOTO MSACTO HA ASCHOTO KOPOHAPHO MNaTHO/NABOTO KO-
POHAPHO NATHO U PAAKO OT GMOPO3HOTO HEKOPOHAPHO NnaT-
HO.195:529,537-543 EKI nokasBsat TMnunyHO Winpok QRS-Kommnnekc ¢
paHeH npexog BbB V1-V2.537538 [agHO ycnoxHeHve Ha abna-
uMATa B PaMKMTE Ha @OPTHUTE MNJaTHa € OCTPa OK/y3us Ha ns-
BaTa KOpoHapHa apTepus. o Ta3u NpuumHa e BaxkHO Aa 6bae
NOEHTMOMLMPAH OCTUYMBT Ha fiiBaTa KOpPOHapHa apTepus u/
UNK fACHaTa KOPOHapHa apTepus € aHrrorpadus, HTpakapam-
anHa exokapguorpadua unu CT npean abnauumaTa. Tpsbsa ga
Ce CnasBa pa3cToAHMe >6 mm OT CTBOJIA Ha SiAiBaTa KOPOHAap-
Ha apTepua NpU KM3MoMi3BaHe Ha KOHBEHLMOHANIHA eHeprua C
NMOCTENEHHO MOKauBaHe Ha MOLHOCTTa. PaaKo ce cbobliyaBa 3a
yBpeXAaHe Ha aopTHaTa Kana.>> 3acera, yectortara Ha yCox-
HEeHVATA e HIUCKA 1 € Bb3MOXHO Te He BMHaru fja ce cbobuyasar,
TbIA KaTo Te3M apUTMUK MO NPUHLMI Ce NPABAT BbB BUCOKO Cre-
umnanunsmpaHu ueHTpose. Mo Ta3un npuynHa, abnayma Tpsbsa aa
Ce MpaBu camMo Cfief] HeYCMeLHO fleYeHre C NMoHe efjuH 6okep
Ha HaTpueBuTe KaHanu (cpepcteo oT Knac |C).

10.1.4. KamepHu Taxukapguv ot enuKkapgHaTa
CTpaHa Ha U3XOA4HUA TPAKT

EnvikapaeH nogxop TpsiGBa fa ce umMa NpeaBug camo cfieq He-
ycnelHa eHaokapaHa abnaums Ha KT/PVCs ot OT,195:530,539-541,558
MoBeueTo doKanHm enukapaHu KT nponsxoxaaT B CbCeACTBO
Ha rofiemnTe CbpAeUYHN BEHUN UM KOPOHaPHM apTepun'9>°39-541
1 yBpeX[JaHEeTO Ha KOpOHapHa apTepusa 6yamn Haii-ronsmo 6es-
MoKomncTeo.>31°60-562 MpyexalloTo yXo Ha IABOTO Npeacbpave
1 envKapAHUTE MAacTHU flena MoraT Cblio Aa 6baaTt aHaToMUyHa
npeuvka 3a abnayms.

10.1.5. Apyru (BKNOYNTENHO NYIMOHAJIHM apTepun)
YcnewHata abnaumsa Ha KT npowusxoxpalia oT nynMoHasnHa-
Ta apTepus e onMcaHa camo B OTAEJHU Cllydyar U cepum.>44-546
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BcblHOCT, B Ta3n 061acT HAMa MUOKapA, OCBEH B MySIMOHan-
HUTe cmHycu.>>% EKT 3anmcm trnnuHo nokasear JI6b ¢ Bucoku R-
3b6UM B AONHUTE OTBEXAAHUA 1 Npexof BbB V4/V5.544-546 Yec-
TOTaTa Ha YCIIOXKHEHMATa NPpU KaTeTbpHa abnauus, no npuHLmMn
M3BbPLUBaHA BbB BNCOKOCMELNANN3MPaHN LIeHTPOBE, € Hens-
BECTHa, NOpaAV Mankua 6poii TakvBa NaLneHTu.

10.2. KamepHM Taxukapaum c pasnmnyeH
npounsxon

JleueHue c uen NpeBeHUMNA Ha peLuanNBITE Ha KaMepHa
Taxukapausa

Mpenopbkn

KateTbpHa abnauusa, usBbpLlUeHa
OT ONUTHMW onepaTopwu, ce npeno-
pbyBa KaToO JieyeHMe Ha MbpBU
1M360p NPV CUMNTOMHU MALUEHTU
c uarnonaTnuyHu nesu KT.

346, 347,
563-575

KoraTto kaTeTbpHa abnauus e He-
Bb3MOXHa MWW HexXenaHa, npuw
CUMNTOMHU NauWeHTV C mpauona-
TvyHa naBa KT ce npenopbuBa
neueHue ¢ 6eta-6nokepu, Bepana-
MUn UK 6noKepn Ha HaTpueBuTe
KaHanu (cpeacTea ot Knac IC).

Tazn
eKc-
nepTHa
rpyna

JleyeHue c 6eta-6nokepw, Bepana-
MUN UK 6NIOKepW Ha HaTpreBuUTe
kaHanu (cpepctBa ot Knac IC) ce
npenopbyBa NpU CUMNTOMHMN Ma-
LUMEHTU C NanunapHoO-MycKysHa
TaxviKapausa.

Tasn
eKc-
nepTHa
rpyna

JleueHue c 6eta-6nokepw, Bepana-
MUA UK 6noKepu Ha HaTpueBUTe
KaHanu (cpepctea ot knac IC) ce
npenopbyBa NpU CUMNTOMHMW Na-
LMEHTN C MUTPanHa v TPUKYCnu-
flajiHa aHynapHa Taxmkapaua.

Tazmn
eKc-
nepTHa
rpyna

KaTeTbpHa abnauva OT ONUTHU
onepatopu nog exorpadcku KoH-
TPON cnef HeycnewHo nevyeHne
C eAuH unu noseye 6GnoOKepn Ha
HaTpreBUTe KaHanu (cpefctBa ot
knac IC) wan npu nauvMeHTn OT-
Ka3Baly MPOABIIKUTENHA aHTMA-
pUTMMYHA NeKapcTBeHa Tepanus
TpsbBa fa Cce uma npeasug npuv
CMMNTOMHM NauWeHTn ¢ nanunap-
HO-MYCKYJTHa TaxuKapaua.

576-578

KateTbpHa abnauua OT OMUTHU
onepatopu cnefi HeycrnewHo fe-
YyeHune C efuH nnm noseye 6okepu
Ha HaTpueBWTe KaHanu (cpencTBa
ot knac IC) nnu npu nauneHTn oT-
KasBaliy NPOABIKUTENHA aHTWa-
pUTMMYHA NeKapcTBeHa Tepanus
TpAbBa fa ce uma npeasvA npuv
CUMNTOMHM MauUeHTV C MUTpasHa
N TPUKYCMMAANnHa aHynapHa Taxu-
Kapaus.

534,
579-581

2Knac Ha npenopbKuTe.

PH1BO Ha JOKA3aTeNCTBEHOCT.
U3TOUHMK(LM), NoAKpPeNALL(M) NpenopbKuUTe.
KT = KamepHa Taxmkapaus.

10.2.1. UanonaTtn4yHa neBoKamepHa Taxukapausa
MoHomopdHa n nonumopdHa nesocTpaHHa KT moxe aa Ha-
cTbnu ¢ 1 6e3 Npoanexawa cbpaeyHa 6onect. Te morat ga
6baaT pasnpefeneHn B pasfinyHy rpynu: Bepanamui-4yBcT-
BUTeNHa nABa ¢dacumkynapHa KT, 6egpeHa pueHTpU Taxu-
Kapaus, nHtep-dacunkynapHa KT n ¢okanHa Purkinje KT.582

Haii-uectata dopma e naBa 3apgHa dacumkynapHa KT
(>90%) HacTbnBala Npy MNagn nayMeHTn 6es cTpykTypHa
cbpheyHa 6onect. Ha nosbpxHocTHaTa EKI nABaTa 3agHa
dacumkynapHa KT nsrnexpa ¢ mopponorua Ha [1bb, ropHa
oc n TeceH QRS-komnnekc. KateTbpHa abnaumna B cneyma-
NM3MpaH LeHTbp ce npenopbyBa KaTo JSleYeHne Ha NbpBu
n3bop, Toil KaTo nABaTa 3agHa dacumkynapHa KT 3acAra
npeAUMHO MNaAmn NauMeHTn, a LbArOCPOYHOTO MeMKaMeH-
TO3HO NeYeHune ¢ Bepanamui He e edpeKTUBHO.°%37%7 YecTo-
TaTa Ha peunaunBnuTe criep ycnelwHa abnayna sapupa ot 0 go
20%.564,568—570

JlaBaTta npepHa ¢acumkynapHa KT u nAaBata ropHo-
centanHa ¢acumkynapHa KT ca cbOoTBeTHO OTroBOpHM 3a
<10% 1 <1% ot neBuTe pacuukynapHu KT. B noBbpxHOCTHa-
Ta EKI naBata npepHa ¢pacuymkynapHa KT ce xapakTepusunpa
¢ mopdonorua Ha [bb 1 aAacHa enekTpuyecka oc, [OKaTo
nAaBaTa ropHo-centanHa ¢acymkynapHa KT noka3sa TeceH
QRS-Komnnekc 1 HopmManHa oC UK JACHA eNekKTpuyecKka oc.
N npu pBaTta Bupa KT ce npenopbyBa KaTeTbpHa abnauua
KaTo nevyeHvie Ha Nbpeu U3bop B cneynanusupaHn abna-
LUUOHHU LeHTpoBe.””-573

BepnpeHa pueHTpuW Taxukaphma ce ycTaHOBABa OBVKHO-
BEHO MPW MauUeHTV C NpejLecTBaly BbTpeKaMmepHU npo-
BOJHW HapyleHUA, KaTo YABIKEH UHTepBan Xuc-kamepa
unu 6eapeH 610k.346347.574 BefipeHaTa pUEHTPU-TaxnKapams
e NoAaTNMBa Ha KaTeTbpHa abnauua unu B pamKknTe Ha nA-
BOTO 6efpo, nau (no-yecTo) ¢ abnauma Ha gAacHoTo 6eapo,
noHe B cneynann3npaHnTe LLEeHTPOBE, YeCTO BOAN JO HEUH-
OYLMPYEMOCT 1 MOXe Aa Ce CuuTa 3a u3nekysawa.346:347,575
Mo NpuHUMA, NPX HOPManHU Cbpua HAMa NokKasaHuaA 3a no-
cTaBaHe Ha ICD.

10.2.2. NanunapHo-MycKynHa KamepHa Taxukapamsa
Mavonatnuum KT wvnn PVCs morat ga Bb3HMKHAT B K nnn
JIK nanmnapHu Myckynu npu mManbk 6poit nauueHTn.>’6-578
Korato npousxoxpaaT oT fIeBUA 3afeH NanunapeH MycKys, Te
06uKHOBeHO ce MaHudecTupat c mopdonorua Ha 166 n nasa
WX gAcHa ropHa oc Ha QRS u wupuHa Ha QRS-Komnnekca
>150 mc.>’8 B ciyyain Ha iMnca Ha OTroBop KbM 610Kepy Ha
HaTpueBuTe KaHanu (cpepctea ot knac IC) n/unn 6eta-6no0-
Kepu, KaTeTbpHaTa abnaumsa Ha PVCs unun KT npowusnusawm
OT NanunapHuTe Myckynu e eGeKTnBeH MeTog Ha feuyeHme.>’®
CrabunumsmpaHeTo Ha KaTeTbpa No BpemMe Ha MenuHr 1 abna-
uma B obnactta Ha NanunapHUTe Myckynu e obaye TpynHoO.
CrnHo npenopbuMTeneH e TPaHCCenTaNHNA JOCTbM U HAaCoY-
BaHeTO upe3 MHTpakapAunanHa exokapauorpasdua. Mutpan-
HaTa peryprutauua cnep ycnewHa abnayma e notTeHUManHo,
HO PAAKO YCNOXHEeHUe.

10.2.3. AHynapHa KamepHa Taxukapaua (MmutpanHa

1 TpUKycnupanHa)
MuTpanHnAT NpbCcTeH e OTroBOpeH 3a ~5% OT BCUYKUN NAN-
onatuyHu PVCs n KT.534°79-581 QRS-koMMnnekcbT 06MKHOBEHO
e c mopdonorua Ha 16, nocTtosHeH S-3bb6el B oTBeXxAaHe V6
M npekopAuaneH npexof Ha R-3bbeua B oTBexaaHe V1 unn
B HAKom cnyyam mexay V1 n V2. Mpousxon ot Tpukycnuaan-
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HMA NPbBCTEH ce onuceaT B A0 8% OT BCUYKM MAMONATUYHN
KT n PVCs.581 TaxvkapgnAata 06MKHOBEHO UMa mopdonorus
Ha JIBb n naBa enekTpuyecka oc. B cnyyan Ha HegocTaTbyeH
OTroBOP KbM aHTUAPUTMUYHK cpefcTBa oT Knac IC n/unn 6e-
Ta-6nokepw, KaTeTbpHaTa abnauna (M3BbpPLUEHA B CreLuanu-
3MpPaHN LLeHTPOBE) B MACTOTO Ha Hall-paHHa akTMBaLUA UIu B
MACTO € NepdeKTeH Nenc-menuHr e epeKTUBEH MeTo[ Ha Ne-
YeHue Npu MUTPaNHW, KaKTO 1 NPU TPUKYCNUAANHN KaMepHY
Taxukapgmu.>s’

10.3. MagnonaTyHO KaMepHO MbXKAeHe

JleueHne npunanonaTu4yHoO KamMmepHoO MbXKaeHe

Mpenopbkn Knac® | HusoP /EL
MocTaBAHe Ha ICD ce npenopbyBa

npy nNauneHTn NpexmnBann unam- 154, 583
onaTtnyHo KM.

KateTbpHa abnayus Ha PVCs, naBa-

WK Havano Ha peunansupawo KM 467
BOJeLWo 40 BKAYBaHe Ha ICD, ce 584587
npenopbyBa, KOraTo ce 13BbpLIBa

OT ONUTHY onepaTopwu.

KateTbpHa abnauua Ha PVCs, Bo-

Jewmn Jo enekTpuyecka 6ypsa, ce 467,
npenopbyBa, KOrato ce n3BbpLuBa 584-587
OT ONMUTHY onepaTopu.

2Knac Ha npenopbKuTe.

®HMBO Ha fJOKa3aTeNCTBEHOCT.

U3TOUHMK(LK), NoAKpenALL(M) NpenopbKuUTe.

ICD = nmnnaHTpyem Kapguoseptep aedpubpunatop; PVC(s) =
KamepHa(un) ekcTpacuctona(u) (npexaeBpeMeHeH KaMepeH KOM-
nnekc); KM = KamepHo MbxaeHe.

NononatnyHoto KM e pgmarHo3a uype3 uU3KI4YBaHe, HO
MoOKe B 6belle fa ce NpoMeHu, nopaaun no-gobparta guar-
HOCTMKa Ha NMoAnexalmnTte CTPYKTYpPHU cbpAeyHn 6onectu
WAV HOBW JaHHM 3a fedeKkTn Ha NOHHUTe KaHanu. MNpeno-
pbKaTa 3a noctaBsaHe Ha ICD c uen BTopuYHa NpeBeHLUsA e
KaTeropuyHa.

AHTMapuUTMUYHaTa Tepanusa ¢ 6eta-610Kepun U/mnu Knac
Il aHTMAaPUTMUYHM CpeaCcTBa MOXe MOTEHUMANHO Aa Hama-
N1, HO PAAKO fJa NpefoTBpPaTW enn3ofuTe Ha PeKYpPEeHTHO
KM.™* Mpwu naymeHtn ¢ KM 1 nognexaia cTpyKTypHa cbp-
JeyHa 60onecT, KakTo M NpU NaumeHTn ¢ ngmnonatnyHo KM
MOraT KaTo NMYCKOBM MeXaHW3MW U MoTeHUManHu Lenn Ha
KaTeTbpHa abnayns ga 6vgat ngeHtuduymparn PVC npons-
nn3aln oT pasnnMyHM MecTa B cuctemata Ha Purkinje unm ot
RVOT.467.:584-588 KateTbpHa abnauus Ha PVC, npeamn3suxksaLym
KM, TpsabBa fa ce nma npeasug npv naumueHTn C 4ecTu enu-
3041 Ha KM, HO pa3umMTa Ha Hanmume Ha TakMBa eKCTpacuc-
TONW MO BpeMe Ha npouefyparta, NpeanMHO cfief enun3oa Ha
KM nnun 6ypsa ot KM. MNpwn nayneHTn 6e3 cnoHtaHHn PVCs ce
npenopbyBa MNpep-vHTEpBeHUMOHHA 12-KaHanHa XonTtep-
EKT 3a joKkymeHTMpaHe Ha MopdonornaTa Ha eKCcTpacucTo-
NINTe N HacouBaHe Ha abnaynATa.

CbhobuwaBa ce 3a 82% AgbnrocpoyeH ycnex, aeduHmMpaH
KaTto nunca Ha KM, nonumopdHa KT nnn BCC, cnep nepuopg
Ha npocniegABaHe >5roguHun.” 888 HezaBncumo ot pesynra-

TWUTE OT KaTeTbpHaTa abnayusa, BCMUYKM NAaUNeHTU C Mamona-
Tu4yHo KM nopnexat Ha nocTtaBsHe Ha ICD.

10.4. Torsade de pointes ¢ Kbc Kynnupauy
nHtepBan (short-coupled torsade de
pointes)

JleueHue npu torsade de pointes c Kbc Kynaupauy UH-
TepBan (short-coupled)

Mpenopbknu

ICD ce npenopbyBa Npu NaymeHTn
CcbC curypHa amarHosa TdP ¢ Kbc
CBbpP3BaLly HTEPBa.

589

MHTpaBeHo3eH Bepanamun Tpab-
Ba /la Ce B3eme npeaBuj 3a ocTpo
noTucKaHe/npeBeHUNA Ha enek-
Tpuyecka 6ypsa UIm NoBTapALm ce
ICD-pazpagw.

590, 591

KateTbpHa abnaumsa Tpsabsa pAa
ce uma npensug 3a AbJArocPoUHO
NoTUCKaHe/NpeBeHUNA Ha enek-
Tpryecka bypa unm noBTapawm ce
ICD-paspagw.

586

2Knac Ha npenopbKuTe.

"H1BO Ha JOKa3aTeNCTBEHOCT.

U3TOUHMK (LK), NOAKPeNALL(M) NpenopbKuUTe.

ICD = umnnaHTupyem Kapguoseptep aedunbprnatop; TdP = torsade
de pointes.

TdP ¢ Kbc Kynnupaly HTepBan e PAAbK BapuaHT Ha nonu-
MopdHa KT ¢ HensBecTHa eTnonorus. TdP ce xapakTepusunpa
¢ TunnyHa EKT nop popmata Ha HeegHOpPOAHA, HO OpraHn3u-
paHa enekTpuyecka akTMBHOCT C NMPOrpecrMBHU NPOMEHU B
mopdonoruaTa, amnautyaaTta u nonaputeta. TdP ¢ Kbc Ky-
nnvpaw nHTepBan ce xapakTepmsnpa C U3KMIOUNTENHO KbC
CBbp3Ball MHTepBas Ha MbpBaTa KaMepHa eKcTpacucTona
(<300 ms) paBalla Hayano Ha TaxmkapauATa. Ta 3acAra npe-
AVIMHO MNaAn NnauyneHTn, KouTo cbobLjaBaTt yecTo 3a HemssAc-
HeH CMHKOM W Mo3WUTKWBHA dpamMuiHa aHamHesa 3a BCC. >89
B noseueto cnyuan TdP pereHepupa B KM. Bbnpeku ye me-
XaHU3MWTe BCe olje He ca fobpe M3ACHeHU, moxe 6u uma
HAKakBa Bpb3Ka € AncbanaHc Ha aBTOHOMHaTa HepBHa CUC-
Tema.””? VHTpaBeHO3HUAT Bepanamui U3rexaa eauHcTee-
HOTO NeKapCTBO, KOETO MOXe Jja MOTUCHE apUTMUATA, HO He
Hamansaga pucka ot BCC.>%%%°" CboTBETHO MOCTaBAHETO Ha
ICD e cunHo npenopbuntenHo.”®® B cnyyan Ha peunans Ha
KA ¢ nyckoB mMexaHW3bM MOHOMOPQHU eKCTPacucTonn, Bb-
npekn MmegMKameHTo3HaTa Tepanua, TpAOBa KaTeropuyHo aa
ce 06CcbAamM KaTeTbpHa abnaymna. MnweHa Ha abnauunaTta e PVC
JaBalla Hauano Ha TdP.
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11. Bb3nanutenHu, peBMaTUYHN
M KNanHu cbppaeyHm 6onectn

Moaxoa Kbm KaMepHNn aputMun npu Bb3naJIuTeNIHAN

CcbpAevHu Gonectu

Mpenopbku

MpenopbyBa ce NaLMEeHTH C XKNBOTO-
3acTpaluaBalla KapTuHa Ha NpogbII-
XKUTENHA KamepHa Taxuaputmua B
KOHTEKCTa Ha KIIMHUYHO CYCreKTeH
MVOKapAWT fla Ce HacouBaT KbM Cre-
LManu3vipaHn LEHTPOBE C Bb3MOX-
HOCTW 3a V3BbPLIBAHE HA XeMOAW-
HaMVYHO MOHWTOPUPaHe, CbpaeyHa
KateTepusauva 1 eHAOMUOKapAHa
6voncys 1 3a U3Mon3BaHe Ha Mexa-
HUYHU YCTPOICTBO 32 KapAMOMYIMO-
HasIHO MoArnomaraHe 1 creumanvsu-
PaHU aHTUAPUTMUYHY Tepanmm.

MNocTaBAHe Ha BpemeHeH new-
CMenKbp Ce npenopbyBa Mnpwu
nauneHTn ¢ 6paavkapauna w/vnm
cbppaevyeH 6noOK, AaBalyy Havano
Ha KA, no Bpeme Ha ocTpaTa dasa
Ha MrYoKapAUT/NaHKapanT.

AHTMApUTMMYHA Tepanua TpabBa
fla ce vMa NpeaBuA Npw naumeHTu
CbC CMMNTOMHa Henpoab/IXUTeN-
Ha unu npoabxnTenHa KT no Bpe-
Me Ha ocTpaTa dasa Ha MUOKapauT.

MocTaBaHe Ha ICD nnn nencmein-
Kbp NpU NaLyeHTV ¢ Bb3nanuten-
HU CbpaeyHn bonectu Tpabsa Aa
ce UMaT npeaswy cnen npemuHa-
BaHe Ha OCTpWA enu3oa.

Mpy NaymeHTn ¢ xemoANHaAMNYHO
KOMMNPOMETUpPaLLa NPOABbIKATEN-
Ha KT, HacTbnBalya ciep npemmnHa-
BaHe Ha ocTpuTe enusoan, Tpabea
na ce obcban nocrtaBaHe Ha ICD,
aKO OYaKBaHaTa NPeXxnBAEMOCT Ha
nauveHTa e >1 roguHa npu Ao6bP
dYHKUMOHANEH cTaTyc.

Ledubpunatop-xunetka TpA6Ba
fla ce vMa npepBuy KaTto npexop
[l0 MbJIHO Bb3CTAaHOBABAHE NN A0
mmnnaHTupaHe Ha ICD npu nauu-
€HTUN Cnef Bb3NanuTeNHy Cbpaey-
HY 6onecTy C ocTaTbyHa TexKa JIK
ANCOYHKUMA N/MNn KamepHa enek-
Tpryecka HeCTabuHoCT.

WmnnanTupaHe Ha ICD moxe pa ce
1Ma npefBuA No-paHo npu naum-
EHTW C TMraHToKNeTbYeH MUOKap-
AVT WU capKouposa, KouTo ca
MManu KomnpomeTmpalla Xxemoau-
HaMuKaTa npogbkutenHa KA nnmn
npeKbCcHaT CbpAeyeH apecT, nopa-
oy HebnaronpuATHaTa MpPOrHo3sa
Ha Te31 CbCTOAHUA, aKo MOXe fla ce
oyYaKBa MpexnBaemMocT >1 roanHa
npw fo6bp GyHKLUMOHANEH CTaTyC.

Knac® | Huso? 7E3

593-596

493,594

594

593, 597

598, 599

600

[leMOHCTpauma Ha nepcmcTupaLym
MMUOKAPAHU  Bb3MANUTENHN  WH-
duUnTpaT! C UMYyHOXMCTONOTNYEH
MeToA W/Vin MaToNOorMyHa JloKa-
nusmpaHa ¢unbposa ¢ CMR cnep
OCTBP MMWOKapAUT MOXe pAa ce
1Ma NpeaBuA KaTo AOMbAHNUTENEH
rnokasaTen 3a MOBULLIEH PUCK OT
BCC npwu Bb3nanuTenHa cbpaeyHa
6onecr.

601

2Knac Ha npenopbKuTe.

"HuBO Ha fOKa3aTeNCTBEHOCT.

U3TOUHMK (LK), NOAKPenALL (1) NnpenopbKuUTe.

CMR = cbppeyeH (agpeHo-)MarHuTeH pe3oHaHc; ICD = umnnaHTupyem
KapavosepTep geprbpunatop; JIK = neBokamepHa; BCC = BHe3anHa
cbpaeyHa cmbpT; KA = KamepHa apuTmus; KT = KamepHa Taxukapaumsa.

11.1. MnokapanT

MMOKapaMTLT € natosiorMyeH pesyntat OT MUOKApAHa WH-
beKkumMa n/Mnmn aBTONMYHHO CbCTOSIHME, KOETO MPUUMHABA aK-
TVBHA Bb3MNanuTenHa AeCTPYKUMA Ha MuUouMTU. ETMonornyHo
MoOraT [a YyacTBaT LWIMPOK CMEKTbP OT MHOEKLMO3HY areHTu,
BKJIIOUNTENHO BUPYCU, BAKTEPUN, XNAMULUN, PUKETCHN, GYHT
1 MPOTO30a, KAaKTO 1 TOKCUYHM Peakuuy N peakuun Ha CBPbX-
uyBcTBUTENHOCT.%%° EHTepoBupycu (Coxsackie B), ageHoBmpycy,
napeoBupyc B19 1 yoBeLlwKn xepnec BUpyc T1n 6 ca cpep Ham-
yecTute NpuunHUTENU. MMOKapAWUT MOraT Aa monydart 1 naum-
eHTU ¢ HanpeaHanu HIV nHdeKkummn, nopagm KapanoToKCUYHOCT
C KNeTbyYHa anonTo3a, UHAYLMPaHa OT BUPYCEH MMKOMPOTENH
120, OMOPTIOHUCTUYHU HDEKLMK, aBBTOMMYHEH OTFOBOP, NleKap-
CTBEHA KAPAVOTOKCMYHOCT M Bb3MOXHY XpaHUTENTHN aeduun-
Tl/|.609’610

TUMUYHUAT MUKPOCKOMCKN 06pas, HEO6XOAMM 3a AvarHo-
3aTa Ha MMOKApAMTa, Ce CbCTOM OT HAIMUME Ha Bb3MaNUTENHN
KNETKN 3aeAHO C HeKpOTMUYHM Muouuti. Criopes AoKnaga Ha
CBeToBHATa 34paBHA OPraHM3aLus, MMOKAPAUTBT ce aeduHmpa
KaTo Bb3ManunTesiHo 3a60o/sBaHe Ha MMOKapaa AnarHoCcTuLmpa-
HO upe3 YTBbPAEHU XMCTOMOMMYHY, UMYHONIOTUYHA 1 UMYHO-
XNCTOXUMUYHU KprTepnn.S'! B cbLyma AOKYMEHT MUOKAaPANTLT,
CBbP3aH CbC CbpAeyuHa ANCOYHKLMSA, Ce HapMYa Bb3nanuTesiHa
KapAromMunonaTtus, KaTo CbOTBETHUTE yKasaHusa Ha ESC npeno-
pbuBat ynotpeba v Ha fBeTe gednHULMn.>>

Taka, eHgOMMOKapAHaTa G1oncKsa OCTaBa 3/1aTeH CTaHAAPT
3a OKOHYaTesIHaTa AYarHo3a MMOKapanuT 1 TpsiGBa Aa ce Hanpa-
BU, 0COBEHO NP MALMEHTU C XKMBOTO-3aCTPALLABALL XO4 Ha 60-
nectta. CMR ce npeBpbLa B PyTUHEH METOZA 1 € YyBCTBUTESNEH
HEVHBAa3MBEH TECT 3a MOTBbPXKAABAHE HA OCTbP MUOKAPAWT,
faxe mpeay eHAomuokapaHata 6uoncus. OCHOBHM TecToBe
Ha MbpBM 1360P 3a NOTBbPXKAABAHE HA AMArHO3aTa Npu naum-
€HTU C KJIMHMYHA KapTUHA, CbBMECTIMa C MUOKapAuT, TpsA6Ba
na 6bgat 12-kaHanHa EKI, TpaHcTopakanHa exokKapauorpama
W M3CnefBaHe Ha KOHUEHTpaumsaTa Ha 6uomapkepute (BKto-
UMTESTHO TPOMOHMHK), CKOPOCT Ha yTasiBaHE Ha ePUTPOLUTUTE
n C-peakTrBeH NpoTerH. [jarHosata MMoKapamuT Tpabea fa ce
OCHOBAaBa Ha KputepuunTe 06061eHn ot Caforio et al.>*3

B ocTpaTta ¢asza Ha 6onectta MMOKapAUTLT MOXe Aa 6bhe
6€3CMMNTOMEH WM Aa MMA HepasnosHaT HecrneunduyeH xoa.
MpeaBuA ManuUrHEHUTE apPUTMUM CBbP3aHU C MUOKApAWTa,
TpA6Ba fa 6bAaT pasrpaHNYeHn aBa KIMHUYHN MOfena:
«  OCTbp GYIMVHAHTEH MUOKAPAUT C pedpakTepHN ManurHe-

HW KaMepHM TaxXMapuUTMnK B YCITIOBUATA Ha TexKa ocTpa CH

1 HeGNAronpUATHA KPATKOCPOUHA NPOrHO3a C paHHa CMbPT,

nopaamn MynTMCMCTEMHA HEAOCTAaTbUHOCT.
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« [lpogbmKmTenHa eBOMIOUNA Ha Bb3ManuTenHa KapauomMu-
onatua c JIK ancoyHkuma n Bucok puck ot BCC, nogobeH Ha
To3u npw AKMI.

11.1.1. OcTbp 1 pynMNHAHTEH MNOKapAUT
OBnapasaHeTo Ha CH 1 noTeHUWanHo ¢atanHUTe apUTMUKN €
OCHOBHA KJIHMYHA Uen npu oCTbp MUOKapAWT. MaymeHTn c
dyNMUHAHTEH MUOKAaPAUT UMAT BUCOK OCTbP NeTannuTeT U HOCAT
BMCOK PUCK OT XMBOTO3acTpallaBaln peppakTepHN KamMepHU
TaxvaputMmmn. Mpn NauneHTN C HayanHa KAMHWYHA KapTUHa
Ha CH, HacouBawa Kbm nbpBa m3aBa Ha OKMIT n npn konto
ce Mofo3npa Bb3MOXKEH UM BEPOATEH OCTbP MUOKAPAMT, ce
npenopbyBaT NOAABbPXKALLM MEPKM C yKasaHue 3a n3barsaHe
Ha HaToBapBaHMA 1 ynoTpeba Ha GapMaKoNorMyHoO neveHue,
BKJTIOUBALLO HEBPO-XOPMOHasiHa 6iiokaga ¢ ACE nHxméutopm un
6eTa-6n0kepu. MporpecnBHN KMHETUYHN HapyLLeHUA C BNOLa-
BaHe Ha JIK dyHKUMA B exoKapanorpamaTa, nepcuctTmpatyy nnm
bNyKTyMpawm KOHUeHTpauuy Ha CbpaeyeH TPOMOHWH, pa3Lun-
pABaHe Ha QRS-kKomnnekca n yecta HenpogbmxutTenHa KA mo-
raT fja NpeAaLwecTBat NPoAb/IKUTENHATA XKMBOTO-3acTpaLlaBaLla
ApUTMUA B YCIIOBUATA HA OCTbP MUOKapAUT.>4612

MaumeHTn ¢ KA nnmn cbppeyeH 610K B ycnoBuATa Ha OCTbp
MUOKapAMUT Ce HYX[aAT OT npoab/xuTenHo EKI-moHnTopmpa-
He 1 TpAbBa ga 6baat npueTtn B 6onHMUa. JlaimckaTta 6onect
N oNPTEPUAHNAT MUOKAPAUT Ca YeCTO CBBP3aHU C PasNYHK
CTENeHN Ha CbpAeYeH 610K, KOMTO CbLLO MOXe Aia Npean3BMKa
Ha KamMepHM Taxmaputmun. Mo Tasmn NpuyrHa, Npu NaymeHTn ¢
OCTBP MUOKaPANUT, KOUTO Ce ABABAT CbC CUMMTOMEH CbpheyeH
650K (KakTo 1 Npu APYrn NPUUYNHK 3a OCTbP CUMMATOMEH Cbp-
[eueH 6J10K) ce NpenopbyBa NHCEPLMA HAa BPEMEHEH Nelncmen-
Kbp. MNelicnpaHe ce npenopbyBa Npv NALMEHTU CbC CUMATOMHA
ancdyHKLUMA Ha crHycoBuA Bb3en unu AV 6nok cnep Mmokap-
OWT (KaKTo M Mpy ApYry NPUYUHK 3@ AUCOYHKLMA HA CUHYCO-
BuA unn AV Bb3en). KamepHute TaxmaputMmnm, nNpoBOKMpPaHU
OT BUCOKOCTeneHeH AV 610K, U3MCKBaT NOCTaBAHE Ha Bpeme-
HeH nencmenkbp. MNpu pa3sutre Ha nepcuctmpaly AV 650K ce
npenopbyBa NOCTOAHHO NeincrpaHe. V1360pbT Ha YyCTPONCTBO
obaye TpaAbBa Aa oTpa3saBa HaMUMETO, CTENEHTA U NPOrHo3aTta
(nporpecusa nnu perpecus) Ha JIK aucoyHkuma ¢ uen aa 6bae ns-
6paH nogxogAw nencmenkbp mnm ICD ¢ nnmn 6e3 Bb3MOXKHOCTH
33 CbpAeyHa pecrHxpoHu3auma. MNopagn HebnaronpuATHaTa
NPOrHo3a NPy MauneHTN C FTMraHTOKMETbYEH MUOKAPAUT WK
capKoupo3a, UMMaaHTaumnA Ha UMMySCeH reHepaTop MoXe Aa ce
1Ma NpeaBua No-paHo Npw Tasmn nauneHTn.”*°

QyNMUHAHTHUAT MUOKAPAUT € OTAEeNHA KIUHWYHA eAuHMLA
C HebnaronpurATHa KPaTKOCPOYHa, HO OTHOCMTENHO Jo6pa Ab/-
rocpoyHa NporHo3a. PeppaktepHmTEe NPOLBIKUTENHN APUTMUN
ca TMNMYHK 3a ynMrHaHTHaTa Gopma Ha MrokapauT. CbrnacHo
eVH AMOHCKN PerncTbp, KPaTKoCpOUHaTa NPeKmMBAeMOCT nNpu
nauveHT ¢ GynMUHaTEH MUOKapAUT e 6una camo 58%.%9>613

Hal-uecta npoab/ikutenHa aputmma e buna KamepHata
Taxvkapgua npu 2148 geua ¢ ocTbp mMuokapgut, 76% ot 314
cnyyasa c apuTMusA B xofa Ha 6onecTTa. NauuneHTnTe C NpoabN-
XKUTENHN apUTMUM Ca MManN MHOFO BUCOK PUCK OT CbpheyeH
apecT, HyXfJa OT MexaHW4YyHa LMpKynaTopHa nogkpena w/unm
yecT daTaneH Kpall B CpaBHeHME C nauymeHTuTe 6e3 aputmmm
[OR 5.4 (95% Cl 3.9, 7.4), P <0.001].>%

[MraHTOKNETBYHUAT MUOKAPAUT e TexKa popma Ha mMu-
OKapAWT C ApamaTyeH KIMHUYEH XOf, YeCTo 3acAraly maaau
nauuneHTn. [lnarHosaTa ce NOTBbPXKAaBa C EHAOMUOKApAHa 6u-
OMCKUA MoKasBalla HanMume Ha TUNUYHN MHOTOSIAPEHN TUTAHT-
CKW KNeTKN BbB Bb3nanuTtenHuTe nesuun. MNayneHtnte morat aa
pa3BuMAT CbpheyeH 610K, Hanaraly NocTaBsHe Ha BPEMEHEH UK

NoCToAHeH nencmenkbp. PeppakTepHuTe enekTpryeckn bypu
¢ HenpekbcHaTa KT unn KM mumat ocobeHo HebnaronpuATHa
MPOrHo3a, Bbrpeku ynotpebaTa Ha arpecBHa aHTUAPUTMUYHA
nleKapcTBeHa Tepanus.

M3HeHaaBallo, B peTpOCNeKTUBHO MpOyyBaHe cCpef Bb3-
pacTHU NauueHTn cnep OCTbP MUOKAPAWUT, Te3n C GyNIMUHAHT-
Ha $dopma ca umanu no-gobpa AbAroCpPoUHa NPOrHo3a oOT na-
umeHTUTE C HedynMrHaHTeH mmokagut. Cneg 11 roguHmn 93%
OT nauymeHTnTe C GYIMUHAHTEH MUOKapAMT ca 6unn xmem 6e3
CbpAeyHa TpaHCnIaHTauus, 3a pasfivka ot camo 43% oT nauu-
eHTUTE C HepynMUHaHTHA popma.o™

ArpecrBHa XeMOAMHaMMyHa MoAApbXKKa C MomMoliTa Ha
nepKyTaHHa KapAuonysMOHanHa nofkpena WM MHTPaaopTHa
6afioHHa Nomna B AOMbJIHEHNE KbM NTIEKapCTBEHATa Tepanus ce
npenopbyBa NpY NaLNEHTN C OCTBP UK GYNIMUHAHTEH MUOKAP-
VT 3a NpeMyrHaBaHe npes JpamaTiyHaTa, HO YecTo m3neymma
¢da3a Ha bonecTTa. MNepKyTaHHa KapAMOMNyIMOHaNHa noakpena
Tpsb6Ba Aa ce NpuNoXu, ako pedpaktepHata KT nnu KM He oTro-
BOPY Ha TPW [0 NeT onuTa 3a gedpmbpunaums.”*

BaxHaTa Bpb3ka Mexay HeanarHOCTMLMpaHUA MUOKap-
ant n BCC ce noguepTaBa OT NOCT-MOPTEM [aHHM, KOUTO yCTa-
HOBABAT JaHHM 32 MMOKapAWT C YyecToTa 8.6—-44% npu mnagun
xopa ¢ BCC.6>-%'8 Panko Mma aaHHy 3a NpuunHABaLLMA GaKkTop.
Chlamydia-mrnokapamnT e 6un 06BUHEH 3a BHe3anHaTa CMbPT Ha
50T 15 Mnaau WBeACKN ENNTHU CbCTe3aTenu (Mo OpueHTMpaHe)
cnep naeHTudMKaLma Ha xnamuaninda PHK B TexHute cbpua.t’®

Mo Bpeme Ha ocTpaTa ¢a3a Ha MMOKapAUTa UMMIaHTaumATa
Ha ICD Tpa6Ba fa 6bAe OTNIoXeHa A0 MpeMrHaBaHe Ha oCTpurA
enu3opf. Tbil KaTO MUOKAPAMUTBT MOXe Aa 03[paBee HambJHO,
nokasaHusTa 3a noctaesaHe Ha ICD 1 n360pbT Ha NOAXOASAL, MO-
MEHT OCTaBaT NPOTNBOPEUMBIY JOPU U Cried ocTpaTa ¢asa. Obe-
L|aBalla TepaneBTUYHa ONuMA Npu NauneHTn C Mnokapaut n KT
unn KM ce oka3Ba NoacurypAaBaHeTO Ha KPUTUYHUA NpexofeH
nepuoA 0 MbJHOTO Bb3cTaHoBABaHe upe3 WCD.>%%5%° Hanu-
yneTo Ha manurHeHa KA unu cbppeyeH 610K Npu ruraHToKne-
TbUeH MUOKapAWUT UK CbpAeyHa capkouaosa 61 Mormo aa Ha-
NIOXW NO-paHHO nocTtasAHe Ha ICD, nopagn N3BeCTHUAT BUCOK
PYCK OT PUTBMHA CMbPT WK HyXKa OT TpaHcnnaHTayma. %0

11.1.2. MuokapauT Bogell 40 Bb3naantenHa
KapavomvuonaTtuns

MwnokapauTsT ce ngeHTUGMUMpa Kato npuurHa 3a AKMI B go
10% cnyyanTe B rofiemMmv NPOCNeKTUBHY cepun. BaxkeH e GakTbT,
Ye Bb3ManuTeNHaTa KapAMOMMONaTMA yyacTBa B NatoreHesaTta
Ha [JKMIT c nowa nporHo3a. B npoyysaHua ¢ gbArocpoyHo npo-
cnefABaHe npu naumeHTn ¢ ocTbp Mnokapant OKMI ca pa3su-
n 21% ot Tax.52°

Ot gpyra cTpaHa, B MMOKapaa Ha fiBe TpeTu OT nauueHTuTe
¢ ,mpuonatnuHa” JIK gncdyHkuma e ngeHtndrLMpaH BUpyceH
reHom. Helo noseue, nepcuctmpallata CbpaeyHa BUPYCHa MH-
dekumns moxe fa 6bAae rnaBHa NprYKHa 3a nporpecusHa JIK guc-
byHKUmA npu naumeHTn ¢ AKMI n cycnekuma 3a npegluecTsaly
MunoKapanT.®?! Tesu HabnogeHns obaue He ce MOTBbPKAABAT OT
Kindermann et al.,>®” KouTo ca yCTaHOBMAN UMYHO-XUCTONOTNY-
HW AaHHW 33 Bb3ManuTeNHM MHOUATPATM B MUOKApAa KaTo OC-
HOBeH $aKTOp CBBP3aH C TPY UMM NOBEYE MbTU MNO-BUCOK PUCK
OT CbpAeYHa CMBPT WK CbpAeYHa TpaHchnaHTauma. 3a 5-ro-
AVweH Cpok Ha npocneasasaHe 61% ot nayneHtute B Il nnn IV
dyHKumoHaneH knac no NYHA ¢ no3uTrBHa MMyHOXMCTOMNOrWA,
KOWTO He ca nony4yaBanu 6eta-6nokepHa Tepanus, ca nourHanu
UK ca 6UNK NOANOKEHN Ha CbPAEYHa TpaHCNnaHTaums.>”’

Mpy nauneHTM C [JOKYMEHTMpPaHa CUMMTOMHa MPOAbLI-
xutenHa KT ¢ HesAcHa eTnonorua Tps6Ba Aa ce Nogosnpa Mu-
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okapauT, a nscnegeaHeto ¢ CMR moxe fa paskpue abHoOpMHa
$unbpo3Ha MmMoKapHa TbKaH, loKanmsmpaHa Yyecto B cybenu-
KapAHWTe U MHTpaMypasiHuTe 30HK. B koxopTa oT 405 nauymeHTn
CbC CyCneKTeH MUOKAaPAUT BCUYKM NaLMeHTH, KOMTO Ca NOYMHa-
N1 BHE3anHo nnn ca nmanu npekbcHata BCC nnn ICD-pa3pag,
ca UManu NaTonornyHa Haxogka B mscnegsaHeto cbc CMR.6%
Hackopo 6elue onncaHa ycnewHa pagnodppeKBeHTHa KaTeTbp-
Ha abnauyma Ha enMKapAHU apUTMOreHHN GOKyCH NPy MUOKap-
anT.622

MeAnKaMeHTO3HOTO neyeHWe Ha apuTMUUTE MpW nauu-
€HTV C Bb3nanuTenHa 605ecT Ha CbpLETO He Ce pas3fnyasa oT
obwonpuretTuTe KANMHUYHW NpUHUUNW. MoaxoabT KbM apUTMmM-
ATa N3BbH ocTpaTa dasa TpAbGBa Aa CbOTBETCTBA Ha CerallHnTe
npenopbky Ha ESC npn apuTMnA 1 3a UMNAaHTaumnAa Ha ycTpom-
cTBa npu xpoHnyHa CH.8 Mo npuHuwmn, nokasaHusTa 3a ICD npu
Bb3MNanuTenHa KapAMoMm1onaTra ca CbLyMTe, KaKTo MPU Hemcxe-
MuyHa KM, Kato BTopuyHa npeseHuma Ha BCC, nmnnaHTa-
umA Ha ICD npu nauneHT C MMOKapPAUT Ce NpenopbyBa cneq
cbpAaeveH apect nopaan KM nnu cneg cumntomHa KT. CRT-D ce
npenopbyBa KaTo MbpPBUYHA NPeBEeHLMA NPY NaLMEeHTH C Hapy-
weHa JIK pyHkuma (JIKOWU <35%) v JIbb BbB dyHKLMOHaNeH Knac
II-1IV no NYHA.® Tbi1 kKato JIK pyHKLMA MOXe fa ce nogobpu ¢
BPEMeTO Npu NaLmMeHTN C Bb3nanuTenHa KapanommonaTusa, no-
paav ecTecTBeHaTa eBoOMOLMA Ha 6bonecTTa U/uny NOAXOAALLA
Tepanua 3a CH, He e Noka3aHO NpeXAeBPEeMEeHHOTO MOoCTaBAHe
Ha ICD/CRT-D.

11.2. EHpoKapauTt

KA npv nHpeKUMo3eH eHaoKapauT ca NPeAnKTOpU Ha MHOTO
nowa nporHo3a.®?® Hama o6aue crieyndnuHn NPenopbKX 3a
MOAXOAa NPpU TAX, OCBEH obwuTe npuHumMnu. O6pa3syBaHeTo Ha
abcuec Ha KnaneH nNpbcTeH (MO-4ecTo Ha aOpPTHISA, OTKONIKOTO
Ha MUTPasHKA) MOXe Aa AoBeAe A0 CbpaeyeH 610K OT Mbpsa
UnK BTOpa cTeneH. HoBOBb3HUKHANVAT CbpaeyeH 670K npu na-
LMEHT C EHAOKAPANT TPAGBA Aa MOPOAM KITMHNYHO CbMHEHVE 3a
abcuec. OCTPOTO XeMOANHAMUYHO KOMMPOMETUPAHEe CBbP3aHO
C OCTpa aopTHa MHCYGUUMEHLMA B Pe3ynTaT Ha eHaoKapauT
MoxXe fla foBefie A0 npogbmkutenHa KT 1 e nokasaHue 3a paH-
Ha xmpyprus.0>

11.3. PeBmaTuyHa cbppeyHa 6onecr

OCTpuAT peBMaT!3bM MOXe Aa NPUUYMHMN NaHKapaMT 06XBalLaLy,
nepukapgza, MMokapgza 1 eHgokappga. Hama cneundunyHmn gaHHm
BbpXy KA npu peBmaTMyHa cbpaeyHa 6onecT 1 NOAXOABT Npu
TAX TPAGBa Aa cnefBa o6WKTe NPUHLMMN.

MbaHnAT AV 610K NO BpemMe Ha OCTbp PeBMaTUYEH NPUCTBIN
e pAaabK U 0OMKHOBEHO npexofeH. KoraTo e CMMNTOMeEH uu
npoBoKupa cepno3Hun KA, Tpabsa fa ce nma npeasua BpemeH-
HO nencupaHe.

11.4. Mepuxkappur

BCC moe fja HacTbny B XoAa Ha NepukKapgHo 3abonsBaHe B pe-
3yNTaT Ha Pa3NIMYHU NATONOMMYHN MPOLLECH; Te BKIOYUBAT U KOH-
CTPUKTVBHU, N PECTPUKTUBHY MPOLECH B pe3ynTaT Ha TpaBma,
Bb3ManeHne, HeEOMacTUYHN U UHGEKUMO3HM eTnonorun. Hama
obaye gokasaTencTea CBbp3BaLym cneynodmyHn KA c nepukapa-
Ha 6onecT. Hewo noseue, BCC npu Te3n nauneHTn ce AbIKu
Hai-Beye Ha XeMOAVHAMUYHU, @ HE HAa PUTBMHU NPUYMHMN.

11.5. CbppaeyHa capkomposa

CbppaeyHaTa capkongosa e pagka v TpyaHa 3a AnarHoCcTuka Knu-
HMYHA eAMHMLA C LUMPOK CNEKTBbP OT MPOsBY, OT NleKn 6e3cumn-
ToMHU EKI npomenn pgo CH n BCC. CbpaeyHaTa capkongosa e
pAaaka npuumHa 3a KT (5% OT BCUYKM HEMCXEMUYHU KapAMOMU-
onatnm KoHcyntupaHu 3a KT). Mi3cnepBaHmATa ¢ nomoLuta Ha
BONTa)KeH CbpAeYeH MeMNUHr ca AeMOHCTPUpanu Hanuyme Ha
O6WVPHN 1 KoHONympalm 30HM Ha K uyukaTtpursauma c npe-
obnapasalla enukKapaHa fiokanusauus. JleBokamepHuTe LMKat-
PUKCK ca NO-pa3noKbCaHU 1 ce HamupaT B 6azanHusa centym,
npegHaTa CTeHa ¥ NepriBanBynapHnTe 30HU. TakbB cybcTpart e
B CbCTOAHME Aa NOAADBPXKa ronsm 6poi pueHTpu-Kpbrose. Ka-
TeTbpHaTa abnauua B CbuUeTaHVe C aHTMAPUTMUYHUN CpefCcTBa
e edeKTMBHa NanvaTMBHa Tepanus 3a NpekbcBaHe Ha Oypa oT
KT n npemaxBaHe Ha MHAYLMPYeMOCTTa Ha efHa nnu noseye KT
NPV MHO3WHCTBOTO OT NaLVEeHTUTE, HO PeLuanBUTe ca 4ecTr 1
TE3U NALMEHTH Ce HYXXAAAT OT nofcurypssaHe ¢ 1CD.624625

11.6. KnanHa cbppeuHa 6onecr

Moaxon KbM KaMepHU apuTMUM Npu KJanH1 CbpAeYHN
6onectun

b
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MocTtaBaAHe Ha ICD ce npenopbuBa
NPV NaUVEHTM C KNanHU CbpAeYHn
605€ecTn, KOUTO cnepf XMpypruyHa
KOpeKLMsA OTroBapAT Ha KpuTepu-
uTe 3a MbPBUYHA U BTOPUYHa npe-
BeHUuA Ha BCC.

602-604

XVpypryHo neyeHmne Ha gbnxalla
ce Ha MHeKUMo3eH eHAOKapAnuT
ocTpa aopTHa peryprutauma c
npogbmkutenHa KT ce npenopbu-
Ba, aKO HAMa NPOTUBOMOKa3aHUA.

605, 606

EOU ¢ roToBHOCT 3a KaTeTbpHa
abnauna TpabBa Aa ce nma npea-
BVA NPW NaLWeHTW, KOUTO pa3Bu-
BaT KT cnep knanHa xupyprus, 3a
Aa ce upeHTUPMUMpa 1 nsnekysa
6enpeHa pueHTpu KT.

lla 607,608

2Knac Ha npenopbKuTe.

"HuBO Ha fjOKa3aTeNCTBEHOCT.

U3TOUHMK(YK), NoaKpenALw(1) NnpenopbKUTe.

EOU = enektpodusmonornyHo nscnepsare; ICD = umnnaHtupyem
kapanosepTep aednbpunatop; BCC = BHe3anHa CbpaeyHa CMbpT;
KT = kamepHa Taxmkapaus.

KnanHuTe cbpaeuHmn 6onecTu, KakTo B NpefonepaTBHNA Nepu-
of, Taka ¥ CNep KnarnHa Xupyprus, npeppasnonarar nayueHTmTe
KbMm KA. B eTnonoruyeH nnaH, ysennyeHata MMoKapAHa maca,
KamepHaTa funaTaums, CTpechT BbPXy CbpAeyHaTa CTeHa 1 Cy-
6eHoKapAHaTa ncxemus B oTcbeTaue Ha CAD, 3ae[JHO C XPOHUWY-
HOTO MWOKapAHO YBpeXAaHe 1 ATPOreHHaTa CleaxvupypruuHa
¢nbpo3a moraT fa 6bAAT OTFTOBOPHM 3a MOBMLIEHA YecToTa Ha
KOMMIEKCHU KaMepHU TaxvmapuTMuK, KOUTO MoraT Aa 6baat
cBbp3aHu ¢ npogbmxkutenta KT n BCC.6% ManurHeHust aput-
MOreHeH CybCTpaT MoXe fia 6bfje noayYepTaH OT yecTaTa nNpu-
ApY»KaBalla CTpyKTypHa 6onect, rnasHo CAD n CH.
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B MmnHanNoTo, HAKONKO M3cniefoBaTeNy onmcaxa MoBuLIEHa
yectoTta Ha NSVT npwu naymeHT ¢ aOpTHa U MUTPAHa KnanHa
cbpaeyHa 60necT.t2667 B no-crapy Npoy4BaHns BbpXy ecTecT-
BEHAaTa eBOJIIOUMA HA KNanHuWTe CcbpAedyHn 6onectTn BHe3anHa
CMBPT e HacTbnuna npu 15-20% oT Bb3pacTHMTE NauMeHTn C
aopTHa CTeHo3a Npu cpefHa Bb3pacT 60 rognHn. Cpepn cumn-
TOMHUTE HeomnepupaHy NaLMeHTN BHE3aMHa CMbPT HAacTbMBa C
yecToTa 10 34%.5%862° B egHO npoyuBaHe 60% OT BCUUKM CITy-
Yau Ha CbpeyHa CMbPT HAaCTbMNNIIA MO BPEME Ha HEXNPYPTUYHO
npocnensaBaHe Npu NALMEHTN C TEXXKa MUTPasHa peryprutauma
ca 6unu BHe3anHn.%°

EnHo npoyuBaHe npu 348 nauveHTN ¢ MUTPanHa perypru-
TauMA nopaau BbpLlUeello MaTHO pasKpurBa, Ye BHe3anHata
CMDBPT He e pAfKa NPy KOHCepBaTVBHO NeKyBaHW NO-Bb3pacT-
HU maumeHTn. Tbi KaTo KopeKumATa Ha TO3M BUA MUTPasHa
peryprutauma usrnexna e cBbp3aHa C HamasieHa YectoTa Ha
BHe3anHa cMbpT, TpAbGBa Aa 6bae obCcbAeHa No-paHHa Kope-
KUMA cnep npeawecTBallo 3a4b/MKUTENHO Y BHUMATENHO Tbp-
ceHe Ha npuapyxasawa CAD.%' Cneg kopeKkums Ha MATpanHaTa
perypruTtayma, noseye ot Asa enusoga Ha NSVT no Bpeme Ha
aMbynaTopHO MOHUTOPMpPaHe ca 6uny NPeanKTOpPU Ha BHe3an-
Ha CMBPT Npu 9-roguwHo npocieassaHe.®*? Yecrtorara Ha BCC
npu NauMeHTX C KNamHK NpoTe3n KaTo LANO Bapupa 3Hauu-
TenHo, B Anana3oH ot 15 go 30% npwv n34YncneH roguiieH puck
0.2-0.9%.%% B ronama cepua oT 1533 nauueHTn NOANOKEHN Ha
AOPTHO NN MUTPAJTHO KMarHO npoTesnpaHe 6% OT CMbPTHUTE
cflyyam ca npudviHeHn ot aputmMun.®34 B konabopaTmeHo npo-
yuBaHe oT CALLl BHe3anHaTa cMbpT e 6rna npuyrHa 3a 23% ot
CMBPTHUTE CyYan NPy MUTPASHO KNnanHo npoTtesupaHe n 16%
NPy a0PTHO KNanHo npoTesupaHe.®3>63¢ Martinez-Rubio et al.”’
LEMOHCTpUpaxa, ye nHayumpyemoctTa Ha KT 3aeaHo c JIK o6em-
HO HaTOBapBaHe e NPeANKTOP Ha ENM30AM Ha MaNIUrHEeHa apuT-
MUA Npu NauneHTy asasawm ce ¢ KT, KM unu cunkon. EOU nma
rofIAMO KJMHNUYHO 3HaYeHre Npu NnaumeHTn, KomTto passmeat KT
cnep knanHa xupyprua. B o 30% ot naunenTute KT ( HacTbn-
Bala npeaumHo Ao 1 Mecel cnep onepauus) ce e gbmKkana Ha
6eapeHo PUEHTPY — NOTEHLMAJTHO M3/1eYMMa C KaTeTbpHa abna-
ums aputMus. 508

KnanHata cbppeyHa 60necT KaTo BEPOATHO AOMMHAHTHa
eTnonorus e BkAyeana ~7% OT NaumeHTUTe HAaCOUYEeHU 3a No-
cTaBsiHe Ha ICD c uen BTopruHa npeseHLA.2 To3mn egHOLEH-
TPOB ONWT MOKa3Ba, Yye 31 maymeHTV C KnanHa CbpaeyHa 6o-
NeCT U ManUrHeHN KaMepHy apuTMnmn, npoTtekTupanm c ICDs, ca
Umanu 6naronpuateH nsxog. MpexunBaemocTTa UM e 6una He
no-HUCKa oT Ta3u npu nauveHTn ¢ CAD 1 no-gobpa ot Tasu npu
nauvenTn ¢ KM.%%2 Cnopen onwuTa Ha Yang et al.,%% nauven-
TUTe C KnamnHa cbpaeyHa 6onect n octatbuHa JIK gucdykuyma
cnep KnanHa Xvpyprus, NognoXeHW Ha WHAMBUAYanu3MpaHa
MbpBMYHA MpPeBaHTMBHA TepanuA ¢ umnaaHtauma Ha ICD, ca
MUManu egHakBa CBOGOAHA OT apUTMUM MPEXMBAEMOCT, KakTo
naumneHTUTE C UCXeMUYHA Kapanomuonatua. Hanocneabk bewe
[eMOHCTPUPAHO, Ye MaLMEeHTH C KnanHa cbpaeyHa 6osnecT, noa-
NOXeHW Ha umnnaHTaumsa Ha ICD c uen NbpBrYHa UK BTOPUYHA
npeBeHuunaA Ha BCC, umart cblyata yectota Ha moTusmpanm ICD-
paspaam kakTo Te3u ¢ CAD wnn IKMM.%%4

12. ApuTMunyeH puck
npuv n36paHn nonynayum

12.1. McnxmaTpuyHM NnayneHTn

ApUTMUYEH PUCK NP NCUXMATPUYHY NALEHTN

b
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CbobpassiBaHe Ha [03MPOBKaTa
VAW CNMpaHe Ha NPUYMHABALLOTO
NeKapCTBEHO CPeAcTBO ce npe-
nopbyBa, KOraTo Cled NeyeHne ¢ 637

aHTUNCMXOTUYHO cpefcTBo QTc-
NHTEepBanbT AOCTUrHe >500 mc
M ce yabsmku ¢ >60 mc cnpamo
HavanHWUTe CN CTOMHOCTU.

MoHuTOpMpaHe Ha nnasmeHuTe
CTOMHOCTW Ha Kanua ¢ uen nsbar-
BaHe Ha Xunokanvemmsa ce npeno- 638
pbuBa Npu No Bpeme Ha neyeHune ¢
AHTUNCUXOTUYHM CpefCTBa.

MpenopbuBa ce n3bsArsaHe Ha se-
YEHUETO C NMoBeye OT efHO NeKap-
CTBEHO CPeACTBO yab/kaBawo QT-
VHTepBana.

639, 640

TpAabBa pa ce uma NpeasuAa nsmep-

BaHe Ha QT-nHTepBana npean 3a-
noysaHe Ha ieYeHNeTo 1 Mo Bpeme lla
Ha TUTpMpaHe Ha fo3aTa Ha aHTUM-
CUXOTUYHUTE NleKapCTBa.

638, 641,
642

2Knac Ha npenopbKuTe.

"H1BO Ha JOKa3aTeNCTBEHOCT.

U3TOUHMK (LK), NOAKPenALL (M) NpenopbKuUTe.
QTc = kopurupaH QT-uHTtepBsan.

12.1.1. Enngemunonorunsa
MauneHTn ¢ WN30dpeHns, aHOPEKCUA HePBO3a 1 JPYrv Ncu-
XVWYHW HapyLIeHUs UMaT MNO-BMCOKa OT OYaKBaHaTa yecToTa
Ha BHe3amnHa cMbpT,®4 3a KoATO ce CcMATa, Ye e CBbp3aHa
KaKTo C Te3u 605iecTu, Taka 1 C TAXHOTO neyeHue. MNauunex-
TUTE C WK30PPEeHNs Hanprumep MMaT TPUKPATHO MOBULLIEH
puck oT BCC B cpaBHeHe c 061 0To HaceneHne.**4 Hewo no-
BeYe, M3BECTHO €, Ye pefnLa aHTUNCUXOTUYHU CPeacTBa 1
aHTUAenpecaHTy nosuwasat pucka ot KA n BCC,%3° kaTo ce
CMATA, Y€ OCHOBHMAT MexaHn3bm e TdP.64°

Ray et al.5*¢ npoyuBaT Bpb3KkaTa mexgy ynotpebarta Ha
AHTUMNCUXOTUYHUN CPELCTBA (Hall-Beye KOHBEHLUVMOHAMHW aH-
TUNCUXOTULM) N BHE3aNHaTa cMbpT npu >480 000 naumneHTH
M yCTaHOBABAT AaHHM 33 J030-3aBUCKUM edeKT C Hal-BUCOK
PUCK NpY NaLMeHTU CbC CbpAeYHOCHAO0BM Gonectun. B apy-
ro CKOpOLWHO rofisMo npoyusaHe Ha Ray et al.,%% cbuwo ce
AEMOHCTPMpPa Bpb3KaTa CbC CbpAeYHa CMbPT NPU aTUNUYHN
AHTUMNCUXOTUYHUN CPEACTBA C 4O30-3aBUCUM edeKT.

CkopolwHo npoyusaHe Ha Wu et al.53 skniousa 17 718
nayneHTn ¢ nHumpeHtHa KA n/vnn BCC c uen nscnepBaHe
Ha edeKTUTe OT AaHTUMCUMXOTUYHMTE NleKapCcTBa BbPXY pu-
cka ot KA/BCC. YnoTpebata Ha aHTUNCMXOTUUYHUN CPeAcTBa
e 6buna cebp3aHa ¢ 1.53 NbTM NO-BUCOK puck oT KA n/unn
BCC (95% CI 1.38, 1.70; P <0.005), @ aHTUNCUXOTUYHUTE Cpes-
CTBa C n3paseH 610KMpaLy eGeKT BbpXy KanvesuTe KaHanu,
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Ta6nuua 6: Puck oT KamepHa apuTMuUA U/Uny BHe3amnHa cbpfie4yHa CMbPT BbB Bpb3Ka € TeKyllla ynotpe6a Ha aHTUNCMxo-
TUYHU cpeacTBa npu 17 718 naymenTu. C paspeweHue ot Wu et al.’*

AHTUNCUXOTUYHN CPeACTBa - Knac u npeacTaBuren Cnyyvau, n K::;:c::a 6es K:::Rexqua 95% CI . Ko;?e?(qun 95% CI
Ynotpeba aHTUNCUXOTUYHY CpeacTBa 5625 5117 1.84 1.67 0o 2.03 1.53 11.38 10 1.70
MbpBO NOKONEHNE aHTUNCNXOTUYHN 2070 1770 2.02 1.76 po 2.33 1.66 1.43 po 1.91
XnopnpomasuH 248 218 1.98 1.28 po 3.05 1.45 0.93 no 2.27
KnoneHTtukcon 30 25 2.66 0.71 po 10.04 240 0.46 0o 12.48
Knotmanun 135 17 2.68 1.33005.39 2.16 1.03 go4.53
DnyneHTUKcon 400 382 1.28 09200178 1.07 0.77 po 1.51
Xanonepugon 833 730 1.83 147 po 2.27 146 117 p0 1.83
JlokcanuH 14 14 1.00 0.14p0 7.10 0.49 0.04 1o 5.87
MpoxnopnepasuH 272 172 2:04 1.60 10 2.61 1.69 13200217
TropuaasuH 194 173 e 12470379 178 1.01703.15
TpudnyonepasnH 87 73 1.88 1.02 no 3.44 1.37 0.73 no 2.57
BTopo noKosneHne aHTUNCMXOTUYHU CPeACTBa 4017 3736 1.63 1.45 po 1.84 1.36 1.20 po 1.54
Amucynnpug 90 88 1.14 0.56 n02.34 0.94 0.45 po 1.96
Apunpunpason 35 34 1.14 0.41 po 3.15 0.90 0.31802.59
KnosanuH 141 130 2.64 1.09 10 6.38 2.03 0.83 0 4.94
OnaH3anuH 245 221 2.01 1.23 103.29 1.64 0.98 00 2.72
KeeTnanuH 1421 1326 1.51 1.26 0 1.82 1.29 1.07 po 1.56
PucnepupoH 1163 1066 1.67 1.36 10 2.05 1.39 113 00 1.72
Cynnupug 1015 930 1.59 1.29 80 1.95 1.26 1.02 po 1.56
3unpacrpoH 27 26 1.20 0.37 50 3.93 0.80 0.24 no 2.67
3oTenuH 154 142 1.86 0.97 po 3.56 1.50 0.77 0o 2.91

n = 6poun; Cl = goBeputeneH nHtepsan; OR = KoebUUMEHT Ha BEPOATHOCTUTE.

kogupaHu ot KCNH2 (yoBewkusT ,ether-a-go-go” reH), ca
6unn cBbP3aHN C Hal-BUcokna puck ot KA n/unn BCC (Bu-
XTe Tabnuya 6).

12.1.2. AmnarHosa

JlekapcTBa KaTo TPULMKANYHUTE aHTUAENPECAHTU Ca CBbp3a-
HW B NO-rofifiMa cTeneH ¢ yabmkaBaHe Ha QTc u TdP, oTkon-
KOTO CeNeKTVBHUTE MHXMOUTOPU Ha 0O6PaTHOTO 3axBallaHe
Ha cepoToHMHa. YecTo yyacTme umaTt uspaseHata 6nokapa
Ha HaTpMeBUTE KaHanu 1 npejlecTealnTe puckosmn GpakTo-
pu, BKIIOYNTENHO NpeAwecTBaln aputMmm, HapyuweHa J1K
dYHKLMA, eAHOBpEeMEeHHaTa AUrOKCMHOBA Tepanusa 1 X1Mnoka-
nvemunTa (guypertuun).038:642648649 CryetanmaTa oT pasnuu-
HU nekapcTBa TpA6Ba fa 6bhaT HabNoAaBaHWN BHMMATENHO,
Jopu 1 3a TAX fa HAMa uHbopmauuma, ye yabmxasaTt QT-UH-
TepBana.

12.1.3. JleyueHune

MpenopbyBa ce oLeHKa Ha CbpAeYHNA PUCKOB NPodU 1 Npu
nonoxmTeNlHa HaxofKa nperneq ot Kapauonor. Cnep 3anoysa-
He Ha NekapcTBa Ce NpenopbyBa KapAnoormyHa npoBepKa u
B C/lyyan Ha yabnxaBaHe Ha QTc >500 mc unn nosea Ha Cbp-
JeuUHn onnakBaHuA neyeHneTo TpabBa Aa ce npepasrnefa.s¥
EpHoBpemeHHaTa ynoTpeba Ha nekapcTBa, B3aMMOAeNcCTBa-
Wy ¢ meTabonmsma Ha yabmkasawo QT-uHTepBana cpeacTso,
TpAbBa fa ce n3bArea. BaxxHo e fa ce 3Hae yanaTta Tepanus,
BKJ/IIOYMTENTHO Ta3u, KOATO ce B3ema 6e3 peLienTa.

12.2. HeBponornyHun naumneHTn

12.2.1. BHe3anHa Heo6GACHMMA CMBPT Npu
enunencua

BHe3anHaTa HeobscHMMa CMBPT npu enunencusa (sudden
unexplained death in epilepsy, SUDEP) ce peduHnpa kato He
cflyyaiiHa CMbPT NPU YOBEK CTpajaly oT envnencus. MoseyeTto
C/lyyay HacTbrBaT Npe3 HOLWTa WM Mo BPEME Ha CbH 1 ca 6e3
ceugeTtenn.%° Han-ronemuat puckos daktop 3a SUDEP ca uec-
TUTe NpuUnagbLy, 0COGEHO reHepanu3npaHMTe TOHUYHO-KIO-
HUYHU NPUCTBHNN.8>1-660

MauneHTnTe C enunencua TpAbBa ga npemuHat npes EKI-
CKPVIHUHT 33 U3KMoYBaHe Ha 6onectn, KouTo Harnopob6ssat
enunencus. Hewwo noBeye, enunencusaTa MoXe CbLLO Aa ce AbJl-
XKV Ha HEBPOJNIOTMYHA KaHanonaTtusA, Npeasug noteHuymanHara
BpPb3Ka mMexay 6onecTv Ha MOHHWTE KaHanM B CbpLETO U MO-
3bKa.058:661-664 Haj1-no6puAT HaumH 3a npeseHUUA Ha SUDEP e
MaKCMManeH KOHTPON Ha npunagbuumTe.

12.2.2. HeBpomycKynHu 3abonaBaHusa

MyckynHuTe gnctpodum ca rpyna HacnefcTBeHu 6onectu 3a-
cAralyM cKeneTHaTta U cbpaedyHata myckynatypa. CbpheuyHoTo
yvacTue ce 13passBa B lereHepaTrBeH npouec ¢ prbposa v 3a-
MeCTBaHe Ha MMOKapAa OT MacTHa TbKaH,%% a Haln-yectute npo-
ABW Ca MNaTaTBHa KapAMOMMONaTUs U NPOBOAHM HAPYLUEHNS,
KOWTO MOraT fAa ce cpewiaTt efHOBpeMeHHo. Mpu BCUUKN Myc-
KyNHU ancTpodur obxBallaHeTo Ha guxaTesiHata MycKynatypa
MOXe [1a UMA KayeCTBEHO 1 KOJIMUECTBEHO OTpPaXkeHMe BbpXy
XKMBOTA, MOPaAV KOeTo TpsAbBa Aa ce oTunTa Npu 06CbKaaHe Ha
NpodUNaKTUYHM YCTPONCTBA.
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Puck ot apuTMnn Nnpun nayneHTN ¢ HeBPOMYCKYJIHU 3a-

6onABaHuA

Mpenopbkn

EXxxerofieH KOHTpON ce npenopbyBa
NpU NaUMeHTN C MyCKYHA UCTPO-
dun, gaxe n B ckputata ¢dasza Ha
6onecTtTa, Korato nauyueHTUTe ca
6e3cumnToMHY, a EKT e HopmanHa.

MNpenopbyBa ce nauneHTUTE C He-
BPOMYCKYNIHW 3a60NABaHNA, KOUTO
mmat KA, pa ce nekyBsat no cblyma
HauVH, KaKTO naumeHtute 6e3 He-
BPOMYCKY/THU 3a60nABaHNA.

VMnnaHTauma Ha MOCTOAHEH nei-
CMenKbp ce npenopbuBa npu
nauyneHTy C HEBPOMYCKYJTHI 3a60-
naBaHuA n AV 650K TpeTa cTeneH
WV HanpeaHana BTOpa CTeneH Ha
BCAKO aHaTOMUYHO HIBO.

VMnnaHTauma Ha NOCTOAHeH neit-
CMeliKbp MoXe fa ce o6Ccban npu
MUWOTOHWYHA AucTpodusa Tun 1
(6onect Ha Steinert), cuHgpom Ha
Kearns-Sayre wnu MmyckynHa pau-
CcTpodurs MNoAC-KpaHWK npu BCA-
Ka cTeneH Ha 670K (BKOUMTENHO
MbpBa CTeneH), Npeasua pucka ot
6bp3a nporpecys.

Ynotpeba Ha ICD moxe Aa ce uma
npeasng Npv  MUOTOHWYHA AW-
cTpodusa Tvn 1 (6onecT Ha Steinert),
MyCKynHa auctpodus Ha Emery—
Dreifuss n nosc-kpaHuk Tun 1B, Ko-
raTo ¥Ma nokasaHus 3a nencmpaHe
1 faHHW 32 KAMEPHY apUTMUK.

Hueo® /EL

Knac?

665-668

Tazn
eKc-
nepTHa
rpyna

669

666,
669-672

71,669,
672-674

2Knac Ha npenopbKuTe.
"HnBO Ha JOKa3aTeNICTBEHOCT.

U3TOUHMK(LK), NoAKpPeNALL(M) NpenopbKuTe.
AV = aTpno-BeHTpuKynapeHr; EKI = enektpokapaunorpama; ICD = nm-
nnaHTMpyem KkapanosepTep aedubpunartop; KA = KamepHa aputmus.

CbpAeyHOTO yyacTue ce cpelya npy NoBeyvyeTo MnauueHTn
¢ puctpodun Ha Duchenne n Ha Becker, MmoToHMYHa AnCTpO-
¢ua Tun 1 (6onect Ha Steinert), auctpodun Ha Emery-Dreifuss
1 nosAc-KpanHuk Tun 1B (Tabsuya 7). PassuTtreTo Ha avnata-
TUBHa KapAVOMMOMATHA € YeCTO MPU MYCKYIHV ANCTPOdUA Ha
Duchenne n Becker.?®® Aputmun (KamepHU eKCTpacucTonu u
NSVT) n npoBoaHa 6051ecT HacTbNBAT Clief Pa3BUTUETO Ha Au-
naTaTUBHa KapPAMOMMONATUA 1 MO Ta3n NPUYMHA NOAXOABT KbM
aputmMumTe TpAGBa Aa CbOTBETCTBA Ha MyONMKyBaHWTe npe-
nopbky npu nauynentn ¢ AKMII. Mpu myckynHa auctpodusa Ha
Duchenne BHe3anHa CMbPT HaCTbMNBa NPEAMMHO NPU NaLMEHTH
C eiHOBPeMeHHa pecnunpaTopHa 1 CbpAeYHa He[OCTAaTbYHOCT.
YecToTaTa Ha CMbPTHUTE C/lyYan BbB BPb3Ka C apUTMUM € HeAC-
Ha, HO ce cunTa, Ye KA 1 BHe3anHaTa CMbPT Npu Te3n pasCcTpou-
CTBa UrpanT CbluaTa pond, KakTo Mpu APYrv HENCXEMUYHMN AN-
naTaTUBHM Kapanomuonatun. NMpodunakTnyHata MMnIaHTauma
Ha ICD TpabBa fia cnefBa CblynTe KPUTEpUK, KakTo Npu Apyru
bOPMU Ha HEUCXEMMYHA AMNATaTVBHA KapAnoMuonaTys.5%0

MwnoTtoHunuHa auctpodua tin 1 (auctpodusa Ha Steinert) ce
nposBABa C NPOBOAHA 6ONECT, KOATO YECTO Hanara nercnpaxe,
c unun 6e3 gunataTrBHa Kapanomuonatua (Tabauya 7); [o epHa-
TpeTa OT C/lyyanTe Ha CMbPT NPY Te3n NauneHTN ca BHe3anHu
1 HeouakBaHn.®® B eguH 0630p Bbpxy 18 mpoyusaHus (1828
nauveHTn) Ha Petri et al., %’ AV 610k nbpBa cTeneH ce cbobuya-
Ba npu noytn 30% oOT naumeHTnTe, WnpKHa Ha QRS-komnnekca
>120 mc npu 20%, yectn PVCs npu 15% n NSVT npun 4%. JIK cnc-
TONHa AMCYHKUMA e ycTaHoBeHa npu 7.2% OT nauueHTuTe, a
MM nnn npeacbpaHO TpenTeHe npu 5%. Ha 6a3aTta Ha BUCOKa-
Ta YyecToTa Ha NPOBOAHUTE HapyLleHnA ce cnekynupa, ye BCC
npw 6onectTa Ha Steinert ce AbMIXKM MMaBHO Ha MpPOrpecrBHa
npoBofHa 6onecT; JaHHWTE 3a BHe3amnHa CMbPT NPU NaUWUeHTH
C necmerikbp 06aue’’? n 3a cnoHTaHHY UK NHAYUUpyemu KT
NOJACKa3BaT, Ye B HAKOW OT CiyyanTe npuumHm ca KA.

Lallemand et al.°®® ca npoyunnu nauueHT ¢ 6onect Ha
Steinert 1 ca M3BbBPWUAN CEPUNHN NHBA3MBHU MU3MEpPBaHUA
Ha HV-nHTepBana, nokasBalku Ye noAsaTa Ha HOBO NPOBOAHO
HapylueHune e NocnefBaHoO B paMKMTe Ha 5 roanHu oT yabIKa-
BaHe Ha MpPoBeXAaHeTo B cHoMa Ha Xuc. Mo nogobeH HauvH,
npoyusaHe Ha Laurent et al.’* nofckassa, ye yabiKaBaHeTo

Ta6nuua7: CbpaevHo 3acAraHe Npy MyCKyHN auctpopun. AgantTupaHo c paspetuexue no Groh et al.®%¢

Mwnonatusa

CbppeyvHo
3acAraHe

YectoTta Ha
cbpAevyHo
3acAraHe

KamepHa
aputmusa

MNpepcbpaHa
aputmusa

CbobueHna

3a BHe3amnHa CMbpT

Duchenne OunctpoduH AKMN >90% PVC Camo B KbcHa da3a la
Becker OuctpoduH OKMnN 60-75% KT cz;;;;;na ¢ CBbp3aHa ¢ IKMIM la
MosTopHa CGT ekcnaH- MposoaHa 60- o KT, nokasaH Bb3pactoBo-3aBu- | [la, 30% OoT cMbpTHUTE
MuoTomHa, Tvn 1 3uA nect n IKMN 60-80% elCD cma cnyyam
MuoToHuyHa, TMN 2 HOBTOPHZSST eKcnan- nggﬁzg:a 10-25% Heyectn Heyectn Na
Emery-Dreifuss EMEDUH. namub A 1 C MpoBoaHa 60- 590% KT, nokasaH YecTo, npeacbpaeH | Aa, 30% oT cMbpTHUTE
Y PyH, nect n JKMIN elCD apect cnyyvan
- 0,
Moac-kpanHuk Tun 1B NamuH An C IR G >90% BT EED] Yecto ARHEU O (BTG
nect n AKMN elCD cnyyan
MNoac-kpanHuk Tun 2C-2F CapkornmkaHu JKMN <25% Heuectn OrpaHnyeHmn faHHm HewnssectHo
MoAac-kpanHuk Tun 2| Cpoﬂilziet);KyTMH OKMN 20-80% Heyectn Hama cbobuieHus HeussectHo
Dauno-ckanyno-xymepanHa HOBTof::K'i::“ Kon- nggizf:a 5-15% Papko KT Papko He

OKMI = gunatatneHa kapavomuonatus; ICD = umnnaHTrpyem Kapguoseptep aedprbprnatop; PVC = kamepHa ekcTpacuctona; KT = KamepHa TaxvKkapauns.
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Ha HV-nHTepBana >70 mc npu nHBasnsHo EOU npefckassa nb-
neH AV 610K B pamKuTe Ha 6 rogunun. Groh et al.®®® ca nscnep-
Bann 406 Bb3paCTHM C reHETUYHO MOTBbpPAEHa MUOTOHUYHA
anctpodua Tun 1 nokassanky, Ye TexecTTa Ha AV u/vnn Bb-
TpeKaMepHWTe MPOBOAHU HAPYLUEHNA U HAIMYMETO Ha npepa-
CbPAHV apuUTMUK ca BUIN He3aBUCUMIK PUCKOBM daKTopw 3a
BHe3arnHa cMbpT. B ronamo peTpocnekTnBHO o6cepBaLMOHHO
npoyusaHe Ha Wahbi et al.,%’2 npunaraHeTto Ha enekTpodusmn-
OJIOTUYHO U3CnefBaHe, NOCAeABaHO OT MMMaHTaLMA Ha nei-
cMenKbp npu nauneHtn ¢ HV nutepsan >70 mc, € Hamanuio
BHe3anHaTa CMbPT CMPAMO MNauUMeHTUTe NPOCNeAeHn upes
oueHKa Ha EKT.

Mpwv nauneHTn ¢ MyckynHu anctpodun Ha Emery-Dreifuss
N NoAC-KpalHUK Tun 1B, cBbp3aHn ¢ MyTauum Ha namuH A nnu
C, BHe3anHaTa CMbpPT e oTroBopHa 3a 30% OT BCUYKM CMBbPTHU
cnydan.”!

HAkoun cepumn OT naumeHTn ¢ ABaTa Buaa nammH A/C gnucTpo-
¢$umn nopckasBart, ye pa3BuTMETO Ha AV 610K e CBbp3aHo C He-
6naronpuATeH U3xop 1 Nencrpaliata Tepanna e HefocTaTbyHa
3a npeBeHuuA Ha BCC, koeTo noakpensa no-ckopo npodunax-
TnyHaTa ynotpeba Ha ICDs, OTKONIKOTO Ha NecMenKbpy, Korato
€ Ha/mue CbpAeyYHo 3acsaraHe.’* MakTopu 3a BHE3arnHa cMbpT
n moTtmsmpaHa ICD Tepanua ca HeNpoAbIKMUTENIHA KamepHa Ta-
XVKapaua, neBokaMepHa m3Tnackealla ¢opakuma <45%, MbXKN
non v namuu A unu C non-missense (,6e3 NpomsHa Ha CMUCb-
na") mytauun.”' NMoseaeHMeTO Npu cBbp3aHa C X-xpomo3omara
peuecrBHa MycKynHa anctpodusa Ha Emery-Dreifuss cBbp3aHa
C MyTauMm1K B reHa Ha EMEepPVH Ce YCNOXHABA OT SIncaTta Ha Knn-
HWYHW [aHHVY; B OTCHCTBUETO Ha reH-cneundunyHa nHpopmauma
M3rnexxpa pasyMHoO fa ce Bb3nprieme cTpaTervara Ha nose-
[eHue, 13ron3BaHa Npu AOMMHaHTHa dopma Ha GonecTTa Ha
Emery-Dreifuss.566:671

12.3. bpemeHHM

12.3.1. ApuTMUN HECBbP3aHU C NepunapTajaHa
KapanomuonaTua

Moaxon KbM pUCKa OT apUTMIL N0 Bpeme Ha 6peMeHHOCT

©

Mpenopbkn Knac® | HusoP UsT

MocTaBaAHe Ha ICD ce npenopbuBa
npv NosiBa Ha NOKa3aHuA No Bpeme 675
Ha 6pemMeHHoCTTa.

Berta-6nokupawu cpepctea  ce
npenopbyBaT Nno Bpeme Ha 6pe-
MEHHOCT, a CbLO 1 NOCT NapTym
npwv naunenTn ¢ LQTS nnn CPVT.

675,676

MepopaneH meTonponosn, nponpa-
HOMON WA Bepanamun ce npero-
PbUBa 33 ABJTOCPOYHO JIeYEHNE Ha
navonaTuyHa npoabmkutenHa KT.

675,677

HesabaBHa enekTpuuyecka Kap-
AvoBepcna ce npernopbyBa npwu
npoabmxkuTenHa KT, ocobeHo npu
XeMOJNHAMUNYHA HECTAaBMTHOCT.

675,677

Cotanon wnn npokamHamug i.v.
TpsAbBa Aa ce vMMa npeasBug 3a
OCTpa KOHBepCHMA MNpu XeMOAU- lla 675
HaMWYHO cTabusiHa MoHOMOpHa
npoabmkmTenHa KT.

AMUnOZapOoH iv. TpAbBa fa ce nMa
npenBuA 3a OCTpa KOHBEpCHaA nNpu
NPOAbKUTENHA MOHOMOpdHa
KT npu xemopgMHamMumyHa HecTa- lla 675,677,
6unHocT, pedpakTepPHOCT KbM 678
eneKTpryecka Kapanosepcuna unm
nunca Ha OTroBOP KbM Apyru ne-
KapCTBEHW CpeacTBa.

KateTbpHa abnauva moxe fa ce
06cbAm 3a oBNafABaHe Ha MefjnKa-
MEHTO3HO-peppaKTEPHN 1 NOLIO
NOHACAHN Tax1Kapauu.

lib 675

?Knac Ha npenopbkuTe.

"HnBO Ha JOKa3aTeNCTBEHOCT.

U3TOUHMK(UK), NnoaKpenAL(M) NnpenopbKuTe.

CPVT = KaTexonaMuHeprnyHa MOHOMOpdHa KaMmepHa TaxnKapAans;
i.v. = IHTpaBeHO3Ho; ICD = umnnaHTUpyem KapavosepTep aedu-
6punatop; LQTS = cuHapom Ha abnrusa QT-uHtepsan; KT = KamepHa
Taxukapama.

12.3.1.1.  Enudemuonozus

BpemMeHHOCTTa HOCK 3HAYUM PUCK MPU KEHUTE CbC CTPYKTYPHYU
cbpaeyHmn 6onectn.’7>679-681 B noct-napranHus nepuog (nepu-
of ot 40 cegmuum cnep pakgaHeTo) BpoaeHnAT LQTS Bogn fo
3HAYNTENHO HAPACTBaHe Ha PUCKa OT CbPAEYHU CbOUTUA MpU
Te3U KeHU, Nopagmn KoeTo npes usnata 6peMeHHOCT U npes ye-
NnA NOCT-NapTaneH nepuog Tpabea fa ce NPOABLIKM TepanuaTa
c 6eTa-610Kkepn.676%82 }enn cbe cuHgpom Ha Brugada morart ga
nmat 6e3onacHa 6pemMeHHOCT U nepunapTaneH neprog.s83684

12.3.1.2. [uaeHosa

Mannutayumte morat fa 6bAaT NPUYMHEHN OT NPEACHPAHN U
KaMepHY eKCTPACUCTONN AN JOPU OT CUHYCOBA TaXMKapaus v
B MOBEYETO C/lyyam ca 6eHnrHeHn.*7.685-688 Mpes 6pemeHHOCTTa
NPy MHOTO MALMEHTY HACTBMNBA ek3auepbauyus Ha CUMMNTOMUTE
OT MapOKCK3MasiHa HajKaMepHa Taxukapaus. o Bpeme Ha 6pe-
MEHHOCTa MoXe Ja ce noasu KT,677686-688 xoq10 moxe ga 6bae
CBbp3aHa C MOBULIEHV KaTEXONAaMMHOBM HWBA.®®® PUCKbT OT
peKkypeHTHa KT e no-B1COK Npu nauneHTn ¢ npegwecrtsawa KT
NPy CTPYKTYpPHa cbpheyHa 6onecr.676:690.691

12.3.1.3. JleyeHue

Mpw ycTaHOBABaHe Ha AOGPOKAYECTBEHN aPUTMUU NALMEHTUTE
TpAbBa Aa 6bAaT ycnokoeHn n TpAbBa fa n3bAreaT CTUMyNaHTK,
KaTo KodewH, TIoTIoHOMNYLWEeHe 1 ankoxon. CMMNTOMHWTE Taxma-
putTMnM TpA6Ba fa 6bAaT IeKYBaHM C KaTeTbpHa abnauua npeam
6peMeHHOCTTa, aKo NnocneaHaTta e NnpeABapuUTeNHoO NiaHnupaHa.
Mpy HEOOXOANMOCT OT NleKapCTBEHa Tepanus ce NpenopbyBa TA
Ja 6bfe 3aMoyHaTa B KOJIKOTO € Bb3MOXKHO MO-KbCeH eTarn Ha
6peMeHHOCTTa 1 1a ce U3MNon3Ba Hall-H1cKaTa epeKTVBHA J03a.

ApnTMUMTE B OTCHCTBME HA CTPYKTYPHa CbpfeyHa bonect
no Bpeme Ha 6peMeHHOCT ca 06MYaiHO YyBCTBUTENHM KbM Oe-
Ta-610KepHa TepanuaA.®’>%926%3 Mpy nunca Ha CTPYKTYpHa Cbp-
feyHa 6onecT 1 ako 6eTa-6nokepuTe ca HeepeKTUBHU, MOXKe fa
ce vMaT NpeaBug coTanon unu 6y10Kkepu Ha HaTpreBUTE KaHamu
(cpepcTBa ot Knac IC).

Makap uye MbpPBUAT TPUMECTbP € CBbP3aH C Ha-rofAm Te-
paToreHeH pPUCK, M3naraHeTo Ha NeKapCTBa B NO-KbCHA OpemeH-
HOCT MOXe la Npeau3BMKa HexenaHn epeKkTr BbpXy pacTexa n
pa3BUTMETO Ha M/IOAA, KAaKTO 1 Aa YBEIMUM prcKa OT NpoapuT-
muA. AMeprKkaHckaTa Food and Drug Administration e geduHu-
pana neT KaTeropuu 3a ynotpeba Ha aHTV-apUTMUYHW NeKap-
CTBa Mo Bpeme Ha 6peMeHHOCT:%%*
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+  A:KOHTpONMpaHMTe NPOYyYBaHUA He MOKa3BaT HNKaKbB PUCK
(He ce OTHaCA 3a HUTO eAHO aHTM-apPUTMUYHO CPEACTBO);

« B: BepoATHOCTTa 3a yBpexJaHe Ha nyofa e JaneyHa (coTta-
NON, NNAOKANH);

« C: noTeHumanHaTa nonsa HaaXBbpA pUcka (XMHUAWH, age-
HO3MH, METOMPOON, NPOMNPaHOsNo, Bepanamuni, AUnTua-
3eM, AUTOKCUH, dnekanHug, nponadeHoH);

«  D:curypHu paHHm 3a puck (GeHUTONH, aMMofapoH);

- X:ynotpebaTa e NpoTUBONOKa3aHa.

DapMaKonorMyHoTo NeyeHune Ha ngronatunyHata KT ot RVOT

e Bepnamun wunu 6eTta-6nokepy (MeTonposnon WM coTanon)

KaTo NpodUNaKkTMKa, ako TA e CBbp3aHa C TeXKKa CUMMNTOMaTKa

UM XeMOAUHAMUYHO KOMMpoMeTrpaHe. ManonatuyHata nasa

dacymkynapHa KT obrnkHOBeHO He pearvpa Ha 6eTa-6nokepu

1 MOXe Aa O6bfie leKyBaHa C Beparnamusl; MEXaHU3MbT Ha Tasu

TaxmKapaua 3aBUCK oT 6aBHOTO HaB/IM3aHe Ha KasLmMii B YacTuy-

HO penonapusnpaHn erubpu Ha Purkinje.! KateTbpHa abnayms

MOXe fia e HeobxoArMa B Ciyyail Ha peppakTepHU KbM neKap-

CTBa W NOLWO NOHAcAHW Taxukapaun. MNMaunenTtn ¢ ICDs morat ga

MMaT ycrewHa 6pemeHHOCT 6e3 yBpexaaHe Ha moga.®9>-%%7

AKO Nno Bpeme Ha 6peMeHHOCTTa ce NoABAT nokasaHusA 3a ICD,

MOXe Aa ce 06cbam ynotpeba Ha noakoxeH ICD 3a n3bsareaHe

Ha dpnyopockonuATa, HO TpAGBa Aa ce Ma NpeABUf orpaHnye-

HUAT HaJINYEH OMKT.

12.3.2. ApuTmMunn CcBbp3aHin C NnepvinaptaaHa
KapanomuonaTtuma

Mopaxopn npy apMTMUM CBbP3aHu C KAPANOMUONATIN HA
6peMeHHOCTTa

Mpenopbkn Knac® | HueoP /EL

EnekTpunyecka kapanosepcua nnmn
nedubpunauna ce npenopbyBa
npy 6pemMeHHN pa3BMBaLLM XeMO-
OUHAMUYHO HecTabunHa KT wnn
KM.

698

CraHpapTHO neyeHune Ha CH c u3-
6srBaHe Ha neKapCcTBeHN CpeacTBa
NPOTMBOMOKa3saHN npu 6pemeH-
HocT (ACE wuHxmbutopu, ARB n
PEHVIHOBM MHXMBUTOPW) Ce Npeno-
pbuBa Npu 6pemeHHN.

698, 699

?Knac Ha npenopbKkuTe.

"HrBO Ha JOKA3aTe/NICTBEHOCT.

U3TOUHMK(LM), NoAKpPeNALL(M) NpenopbKuTe.

ACE = aHr1oTeH31H-KoHBepTUpaLy eH3rM; ARB = aHrnoteHsuH Il
peuenTopeH 6okep; CH = cbpaeyHa HefocTaTbuHOCT; KM = KamepHO
MbxgeHe; KT = kKamepHa Taxukapaums.

MepunapTanHata KapguomuonTus ce fgeduHupa kato CH npu-
umHeHa ot JIK cucTtonHa ancdyHKUMS, NPOABABALLa Ce KbM Kpas
Ha GpeMEeHHOCTTa UNK B MbpBUTE Meceumn cnep paxaaHero.”?0
MpuurHaTta 3a mepunapranHa Kaparommonatus e HeAcHa, a
pona mMorat Aa UMaT MHOEKLMKW, Bb3MasiieHe U aBTOVMYHHM
npouecn."”’®" YectoTata ce nsumcnasa Ha 50 Ha 100 000 unBu
paxgaHun.”?? CMbpTHOCTTa CBbp3aHa C nepunapTasHaTa Kap-
amommonatus B CALL Bapupa ot 6 o 10%.7% CkopoluHu npo-
YUBaHWA NOKa3BaT, ue nepunapTanHaTa KapguomMronaTis Moxe
fa 6bae npoaga Ha damunHa JKMI, cBbp3aHa C reHHN myTa-
LN 704

MepunapTtanHaTta KapaMommnonaTa o6MKHOBEHO ce Mpos-
BABa cbc CH B pe3ynTat Ha JIK cuctonHa anchyHKLMA Kbm Kpas
Ha 6peMeHHOCTTa N1 B MbpBUTE Meceun cnep paxaaHeto. JIK
MO>e Aia He e fJunaTupaHa, Ho n3TnackBallyata Gpakuma e nouTu
BUHAry HamaseHa (<45%).%%¢ B Ta3n ckopoluHa iebuHnLma Bpe-
MEBVAT VHTEPBAJ HE € TOYHO onpegeneH.”% Pe3yntatsbt moxe
Aa 6bae KA v BHe3aneH cbpheyeH apecT. [loctnapTanHa Kapau-
omvionaTtua TpA6Ba Aa 6bAe U3KIYEHa NPU XKEHN ABABALLM Ce
c HoBonosABsuna ce KT npe3 nocnegHnte 6 cegMnLm Ha 6pemeH-
HOCTTa WM B paHHWA NocTnapTaneH nepuop.’%

TpAabBa fa 6bAaT NPUNOXKEHN NPENOPBKMTE 3a OBNlaAABaHe
Ha octpata CH.2 Mo Bpeme Ha 6peMeHHOCTTa ca NPOTUBOMOKA-
3aHn ACE uHxmbutopu, ARBs 1 peHuHOBU nHXMbuTopm.*9%7%7
JleueHue ¢ 6eTa-6n0Kep e NoKasaHo NPW BCUYKMN NALMEHTN CbC
CH, ako ce noHacs; TpA6Ba fa ce npeanounTat 6eta-6nokepu ¢
npeobnapasaly 6etal-agpeHopeLEeNTOPHU CBONCTBA (KaTo Me-
Tonponon). ATeHonon He Tpsa6Ba aa ce npwnara.’°® MRAs Tpsa6Ba
pa ce n36sarear.’% MoTeHUMaNHO XKMBOTO3aCTPALLABALLY KaMep-
HY TaxvapuTMnm TpA6Ba fia 6bAaT NPeKbCHATY C enekTpryecka
kapaunosepcua. mnnantauuaATta Ha ICD npwu nayneHTn ¢ KA nnn
HMCKa M3Tnackealla dpakuma Tpabsa fa cnefBa CTaHAapTHUTE
npenopbKy. Bce nak, npy B3eMaHeTo Ha pelueHne TpabBa fa ce
1UMa npeaBua OTHOCUTENHO BMCOKaTa yectoTa (50%) Ha CroH-
TaHHO Bb3CTaHOBABAHe OT AWnaTaTVBHA KapAMoMM1onaTna cnep,
paxgaHeto.”!°

12.4. O6GCTpYKTUBHA CbHHA anHes

12.4.1. BpaguaputTMmuun u TaxmaputTMmumn

Moaxop KbMm KamMepHuTe aputmun n 6panv|apv|1'M|/|v|1'e
npuv cbHHa anHeA

Mpenopbku Knac® | Huso® /EY

C/HAPOM Ha CbHHa anHes Tps6Ba
Aa ce B3eme NpefBua B AndepeH-

lla VAl
uManHaTa AmarHosa Ha 6pagwa-
putmumuTe.
Hannumeto Ha CbHHa anHes u no-
HUKeHa KUCIopoaHa caTtypauus
MOXe fa Cce B3eMe npeAsui Kato 11 712

puckoB dakTop 3a BCC npu nuua ¢
AVILIAHE HapyLLEeHO OT CbHSA.

2Knac Ha npenopbKuTe.

"HuBO Ha fOKa3aTeNCTBEHOCT.
U3TOUHKK(UK), NoaKpenALw(1) NnpenopbKUTe.
BCC = BHe3anHa cbpaeyHa CMbPT.

12.4.1.1.  Enudemuonozus

[JaHHMTe 33 yecToTaTa Ha OGCTPYKTMBHATA CbHHa anHes cpepf
HaceneHMeTo He ca efHO3HauHW, MopaaV BUCOKaTa XeTepo-
FeHHOCT Ha NPOYYBAHOTO HaceNeHre; BCe NaK, CbracHO eaHO
3aAbn60YeHO MOMyaLMOHHO MPOyYBaHe 3a onpeaensHe Ha
enuaeMmnoNorMuyHnTe 0COGEHOCT Ha OBCTPYKTMBHATA CbH-
Ha arHes, yecToTaTa Ha 6onectTa npu 602 Bb3PACTHU MeXAY
30- 1 60-rogunwHa Bb3pacT e 6una 9% npu keHuTe 1 24% npu
mbxete.”!3 YecToTaTta Ha apuTMUKTE 40 rofifiMa CTereH 3aBuUch
OT MpUApPYXaBawmuTe 3a60sABaHNA B pa3NuHUTE MONynaLun.
JOaxHu ot Busselton Health Study”'* n Wisconsin Sleep Cohort”'
MoACKasBar, ye 06CTPYKTMBHATA CbHHA anHes e CBbp3aHa ¢ no-
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BULIEHA CMBPTHOCT. CbliecTByBaHeTO Ha Bpb3Kka ¢ BCC e 06eKT
Ha cropose.

Hackopo, Gami et al.”'? nokasaxa, ye 06CTPyKTUBHATA CbH-
Ha anHeA e CBbp3aHa C NMOHWKEHA CpefiHa HOLHa KNCIopoAHa
caTypauma <93%, a Hal-HMCKaTa HOLUHa KMCIIOPOAHa caTy-
pauma <78% ce e okasana HesaBuMcMM puckos dpakTop 3a BCC
(P <0.0001). CnefoBaTesnHo, HaIMUMETO HAa O6CTPYKTVBHA CbHHA
anHen TpsA6Ba Aa 6bje BK/OUEHO B CMUCHKA OT M3Cie/iBaHMsA 3a
cTpatudukauma Ha pucka ot BCC.

YecToTaTa Ha CbpAeUHMTE apUTMIW, IMaBHO HOLLHMTE, Hapa-
CTBa C MOBYLLIEHATa TEXeCT Ha CMHAPOMa Ha CbHHa anHeA-xmmno-
nHeﬂ.716—718

12.4.1.2. [uazHo3a

Hain-yecTnTe HapyleHVsa Ha CbpAeYHMA PUTDBM, HabnogaBaHu
npv NaumMeHTN CbC CUHAPOM Ha CbHHA anHeA-XMUMornHesn, ca cu-
HycoBa 6paavKapams, CMHycoBa nay3a, AV 610K nbpBa CTerneH 1
BTOpa cTeneH T1n Mobitz | n ysennueH 6pon PVCs.”*724 [lemoH-
CTPVIPaHK ca UMPKaZeH MOAEN Ha HacTbrBaHe Ha KA712725-729 y
no-Bmcoka Yyectota Ha BCC BbB BpemeTo 3a CbH (0T NosiyHoL, JO
6 4. CyTpUHTA).

12.4.1.3. JleyeHue

MoHacToAWEeM HAMA AaHHW, Ye MPU NaLUEHTN CbC CUHAPOM
Ha CbHHA anHes-xunonHesa TPAG6Ba Aa ce NPUIOXKN No-PasnnyeH
OT CTaHAAPTHUA Noaxoa KbM KA; 0CBEH TOBa, CTOMHOCTTA Ha He-
MPeKbCHATOTO MO3UTUBHO HaJIAraHe Ha ANXaTeNHMTE MbTULLA 3a
npeseHums Ha KA n BCC e Bce ole HeyTouHeHa.”1730-733

[Jany nopxoasiwoTo nedyeHne Ha OGCTPYKTMBHATA CbHHA
anHes MoXe f1a MPOMEHU KIVHWUYHKTE NPOABU 1 Aa AoBefe 10
n3bsAreaHe Ha Hyk[1aTa OT Tepanus C NecMenKbp Npu NaureH-
TV, MPU KOUTO apuUTMUMTE Ca CBbP3aHN CaMO C OBCTPYKTUBHM
pecnupaTopHy CbBUTUA e Hen3BecTHo. 337732

B npouec Ha u3cnenBaHe ca No-HOBM HOBATOPCKM METOAM
Ha nevicMerKbpHa Tepanus 3a JiedeHne Npu CUMHAPOM Ha LieH-
TpanHa CbHHA anHeA-XUMornHes, U3NON3Baly CTUMYNaAUWA Ha
bPEHNKYCOBMA HEPB 1 CTUMYNALVA Ha FOPHUTE AUXATENHU Mb-
TVLWA Npu 06CTPYKTHBHM hopmi.’40

12.5. JlekapcTBeHU NpoapuTtmMun

Mopaxopn npu neKapcTBeHU NPOAPUTMUN

Mpenopbkn /ES
CnnpaHe Ha NPOBOKMpawWuTe ne-
KapCTBEHM CpeacTBa ce npeno-
pbyBa, KOrato MMa CbMHeHue 3a 362

NIeKapCTBO-UHAYLUMPaHa apuTMuns
1 Ca U3KIOYEHN APy apUTMOreH-
HU cybCTpaTy.

Bbnpekn Bb3MOXHaTa KopuUrmpy-

ema npuyvHa 3a KA, Heobxopu-

MOCTTa OT NPOGUIAKTUYHO NOCTa-

BAHe Ha ICD Tpsab6Ba Aa ce obcban lla 741,742
Ha 6a3aTa Ha HAUBYAYaNHa OLeH-

Ka Ha pucKa oT 6bAeLUy X1BoTo3a-

cTpawasawm KA.

2Knac Ha npenopbKuTe.

PHMBO Ha fOKa3aTeNCTBEHOCT.
U3TOUHMK(LM), NoAKpPeEeNALL(M) NpenopbKuUTe.
KA = kamepHa aputMmua.

12.5.1. BsanmogpencTBue neKapcTBo-cy6cTpar
ADbJIXKALL0 ce Ha nognexawma 6onecteH
cybeTpar

KoraTo nMa CbMHeHVe 3a nekapCcTBEHO-UHAYLMPAHN apuTMiK,

TpsAbBa Aa 6bAe NPEeKbCHATO BCAKO BUHOBHO JIEKAPCTBEHO

CpeacTBo. [JonbNHUTENHO TPAOBa Aa Ce HanpaBy MbJiHa OLEH-

Ka Ha naumeHTa 3a M3KJIlYBaHE HA CbpAEUYHOCHAOBU PUCKOBU

daKkTOpW, KOUTO BMXa MO Aa AOMpPUHecaT 3a apuTMuATa. Jle-

KapCTBEHO-MHAYLUMpPaHN apuTMun TpA6Ba ia ce Mofo3mMpar, ako

€ U3K/YeH BpOAeH Unu Nprpaobut apuTMmoreHeH cybcTpar, a

MaLMeHTBT Ce NeKyBa CbC CPeLCTBA, 3@ KOUTO Ce 3Hae, Ye Mpo-

MEHAT eNeKTPUYHUTE CBOWCTBA Ha CbPLETO (Hanp. ypes yab-

KaBaHe Ha QT-MHTepBana) UM BOAAT 4O €NIEKTPONUTHU Hapy-

LeHus.

Mpwv naumenTn c JIK xuneptpodua ynotpebata Ha coTanon

e cBbp3aHa ¢ npoapuTtmua.’*? Cblio Taka, Ma 13BecTHM 6e3no-

KOWCTBa OTHOCHO ynoTpebaTta Ha ¢nekanHug v nponadeHoH

npwv Te3n naumneHTn, 0cobeHo Korato xmnepTpodusTa e 3Hauu-

TenHa (apebennHa Ha JIK cteHa >1.4 cm) n/unu nma nognexaltla

CAD.744

JlekapcTBa, GMOKMpalM HaTpueBWTe KaHanu, He TpsAbBa

[a Ce 13nosi3BaT NP NaureHT! C aHamHe3a 3a MUOKapAEeH WH-

GapkT'?® nnmn npogbmkutenHa KT, Ab/Kalla ce Ha CTPYKTYPHO

CbpheyHo 3abonasaHe. [Jpyru nekapcTea ¢ 6110KMpaLlo HaTpu-

eBUTE KaHann AencTBre, KaTo TPULMKINYHY aHTUAenpecaHT,

TpAbBa CbLLO Aa ce M36ArBaT B Te3U ycnoBua. AKO KamepHaTa

byHKLMA He e HOpPMaJHA, OLEeHKaTa 1 fleyeHneTo Tpsbaa Aa 6b-

[aT NofobHMN Ha CMTyauuATa, KOrato NIMNcBa NpuUem Ha aHTua-

PUTMUYHN NTEKapCTBa.

12.5.2. JlekapcTBeH B3anmoaencTeus (Abnxawm ce

Ha cneunduYHN NneKapcTBa N KOMGUHaLMN)
MHOro HeCcbpAeuHU MefMKaMeHTV MHXMOWMPAT KanneBuTe Ka-
Hanm (http://www.crediblemeds.org) n ca cBbp3aHu ¢ puck ot
TaxvKkapauy tun TdP npu nogatnveu naumneHTw. JleueHneTo ¢
HAKOJIKO aHTUOBMOTHKA, KaTO KBUHOMOHW UM a3UTPOMULIUH, MO-
BU1LLIABA 3HAUYMMO PUCKA OT CMbPT 1 CbpAeYHa apuTMua, 125745747
3a Apyrm MakponuAHW aHTMOMOTULM, BKIOUUTENIHO epUTPO-
MULMH U KNAapUTPOMULUH (KOUTO CbLio ce meTabonmsmpar ot
eH3nma uyutoxpom P450 3A4), e pokasaHo, ye NOBULLABAT PUCKA
ot nonumopdHa KT 1 cbpaeyHa cMbpT, 0CO6eHO npu KeHu.”8
KomburHaLmaTa oT MHXM6UTOPY Ha CCTeMATa PeHVH-aHMOTEH-
3VIH U aHTMOMOTMLM, KaTO KO-TPUMOKCA30/, NMpy HepasnosHata
XunepKannemms Hanocnegbk ce CBbpP3BaT C MOBULIEH PUCK OT
BHe3anHa cMbpt.”*?

CpepctBa 6/OKMpALLM HAaTPUEBUTE KaHanu, KaTo TpuUum-
KNIMYHWU aHTUZENPecaHTy, MoraT ja foBedaT Ao paswupsaBaHe
Ha QRS-kommnnekca v TUMMYHa 3a CMHAPOM Ha Brugada EKI.730
KapAnoToKCMYHOCTTA Ha aHTPAUUKINH e A03a-3aBMCKMa, KaTo
No-BUCOKNUTE KyMyNaTVMBHM [031 MOBULWABAT PUCK OT Kapamo-
MVOMATUA 1 neTasiHi aputmnun.’>1752 5-Onyopoypauymnn Moxe
na npoBokrpa KM nopaan KopoHapeH cnasbm.’>37>> Otposara
Ha KpacTaBaTa xaba Moxe [ja AoBefie f0 KNVHUYHA TOKCUYHOCT
nogo6Ha Ha ANroKcMHOBaTa;’>® cboblasa ce, ye 6UNKOBYM MPo-
AYKTW, KaTo vaii oT HanpbcTHUK (Digitalis purpurea), morat ga
AoBegar fo noaobHu edpekT.”>7>8 MHoro gpyrv nekapcrea mo-
raT ja JoBeaaT 40 KOPOHApeH crnasbm.”>?-76!

MouTy He3aBNCUMO OT CNeudUYHOTO NeKapCTBO, MPUUNHM-
no TdP, neyeHneTo TpabBa aa 6bae GokycmpaHo Bbpxy 136Ar-
BaHe Ha MeAVKAMEHTO3HOTO JieYeHre Npy NaUnMeHTN C BUCOK
PVICK OT NeKapCTBeHa apuUTMnA. IHTpaBeHO3eH MarHe3nin Moxe
fa noTucHe enusopuTe Ha TdP 6e3 HenpemeHHO Aa ckbcaga QT,
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JOPY 1 NPV HOPMAJSTHY CEPYMHM KOHLEHTPALMN Ha MarHesus.”s?
BpemeHHOTO nelicupaHe e MHOro epeKT1BHO 3a OBNaAABaHe Ha
TdP. Moxe ga ce npunoxu n nsonpotepeHon. Mpwu Te3m naym-
eHTU ce NpenopbyBa CrnpaHe Ha BCAKO BUHOBHO JIEKapCTBO 1
KOPEKLUMA Ha eNIeKTPONIUTHUTE HapyLLEHWA.

12.5.3. MpoapuTMnUYeH pNCK OT aHTUAPUTMUNYHN
nekKapcrtsa

AHTVAPUTMUYHNUTE NeKapCTBa OKasBaT Mpeku epeKkTn BbpXy
CbpAeYHnTE NOHHU KaHanu. OnekanHug, nponadpeHoH 1 XMHU-
OVH MMaT 6/I0KMPALLO AeCTBME BbpPXY HaTpuesuTe KaHanu.’s3
B ronemn kKnuHuyHM nsnuteanu, kato CAST n CASH, cpeactea-
Ta, GNoKMpaLy HaTPMEBUTE KaHanN, ca NOBULLIMAN CMbPTHOCT-
Ta cpef MauMeHTU C NpeawecTsal] MmokapaeH nHdapkr.'2>764
Mofo6HN TeHAEHUUN ca HabntogaBaHW B NO-PaHHN M3NUTBAHNA
BbpXy Mekcunetnh3®3 n ausonvpammng.262 Mpw naumeHTy, nexy-
BaHY 3a npoabkuTenHa KT, Te3m cpefcTBa Morat fa NPOBOKU-
paT no-4ecTn 1 HepARKO NO-TPYAHU 3a KapAanoBepTpaHe enu-
3041 Ha NPOAbIIXKMTENHA KT.765766

D-cotanon, umctnat QT-yabsKasal, megmkaMeHT (camo
knac lll aHTMapUTMNYHO CPeacTBO), € MOBULWN NIEKO CMbPT-
HocTTa B ronamo RCT npu naumeHTn cbe cTap nHpapKT.'>” B ns-
nuteaHeTto DIAMOND (Danish Investigators of Arrhythmia and
Mortality on Dofetilide) 3.3% o1 nauneHTuTte c Texxka CH ca no-
nyunnu TdP npes nbpsuTe 72 u. OT TepanusTa ¢ godpetunng.”s’
AmnopapoH moxe fa npuumHmy TdP MHOro no-pagKo ot apyrute
AQHTUAPUTMUYHN CPeacTBa yabkaBawy QT-uHTepsana.’s®

BpagnaputmMnnTe ca 4ecTo GapMakoNoOrMyHO NoCneacTBne
OT [WIOKCWH, Bepnamwui, guntviasem u 6et-6nokepu. Hakowm
apUTMMK Ca TUMUYHW 33 JUTUTANNCOBaTa TOKCUUYHOCT: YCKOPEH
npeacbpAeH, HoJaNeH WM KaMepeH aBTOMAaTM3bM, 4ecTo B
KOMOUHauma c AV 6510K.

B noBeueTo ciyyan NoAXoAbT BKOYBA CIMPaHe Ha neKkap-
CTBOTO, MOHMUTOPUPAHE Ha PUTbMa 1 MNOAADBP)KAHE HA HOPMa-
neH cepymeH Kanuii. Mone3Hn morat ga 6bhat MHTpaBeHo3eH
MarHesuii 1 BpemMeHHo nencrpaHe.’s> Moxe ga ce M3nonssa u
M30MPOTEPEHON C LieNl YyCKOpABaHE Ha CbppeyHaTa yecTtoTa ”
CKbCABaHE Ha MPOADBIHKUTENIHOCTTA HA aKLMOHHNA NOTeHuMan
3a efIMMUHMPaHe Ha aenonapusayunute n TdpP.762769-771

12.5.4. NMpoapuTMmusa gbnKallia ce Ha NPoBOKMpaLn
dakTopn

Hakonko npoBoKMpawy ¢akTopa, KaTo  XMMOKanuemus
(<3.5 mM), 6bp30 NokauBaHe Ha eKCTpaLenynapHUAa Kanum u
XuriomarHesmemus, ca cebpsanm ¢ KA n BCC.”72773 XunomarHe-
3MeMUATA e KNnacuyeckn cBbp3aHa ¢ nonumopdHa KT mnn TdP,
KOWTO MOraT fa ce MOBAUAAT OT i.v. MarHe3nin.”’#’7> Xvnokanu-
emMusi C UM 6e3 XxmnomarHesmemms Mmoxe Aa 6bae npuyrHa 3a
KA npu nuua ¢ xunepToHMA 1 3aCTOMHA CbpAeYHa HeoCTaTby-
HOCT (Npean3BMKaHU OT yrnoTpeba Ha TMasugHU U GPUMKOBU
anypetnum).”’* MHoro daktopu, Kato 6pagukapans, ncxemus,
KOpOHapeH crnasbm, Tpom603a, ocTpo rnagysaHe’’® u ocTpa
aNKoOXOMHa WHTOKCKKLMA/Aenpusaunsa,’”’”7’8 morat ga ynecHar
pa3sutneto Ha KA n BCC. ICDs morat cbLuio Aa npefu3BuKar no-
ABa Ha KA.779-781

Mpw Te3u NaLumeHTn ce NpenopbYBa CNpPaHe Ha BUHOBHUTE
NeKapcTBa U KOPEKLUMSA Ha eNIeKTPOSIUTHITE HapyLUEeHNS.

12.6. BHe3anHa cbpAeyHa CMbpT
cnej cCbpAevHa TpaHClaHTauuA

MHOro KAVHUYHU NpoyyYBaHMA AEMOHCTPUPAT, Ye BHe3anHaTa
CMBPT e yecTa cnep CbpAeyHa TpaHcnnaHTauma (>10% ot pe-
LUMMMEHTUTE Ha CbpAeyYeH TpaHcnnaHTar).’®? Hakou naumeHTn
nonyyaBaTt BHe3amnHa CMbpPT Clef aHaMHe3a 3a HAKONKO TEXKN
enn3ofa Ha OTXBbpJiAHE.

Mpu naureHTn C oCTpa peakLma Ha OTXBbpJIAHE NPOBOAHA-
Ta cucTemMa Moxe Aa 6be yBpeaeHa, koeto Boan Ao KA n BHe-
3anHa cMbpT. TpaHCNaHTMPaHKTE CbpLa HOCAT MNOBULLIEH PUCK
OT pa3BUTME Ha APUTMMM MO BPEME Ha XEMOLMHAMUYHUA CTpeC
npu xemoguanusa nnu nnasmadepesa.’s3 KopoHapHa 6onect ce
yCTaHOBABA NPW NOBEYETO NOUYNHANN CbC CbpAeYeH TPaHCMNIaH-
TaT V¥ BHE3aAMHAa CMbBPT; TA MOXKE ia Ce AbJIKM Ha XrnepKannemms,
XeMoAmanusa unu nnasmadepesa Kato NyckoBu MexaHU3Mm Ha
CcbbUTMETO, HO MOXKe 1 Aia 6bAe MbPBUYHA PUTBMHA CMBPT.

Ynotpe6ata Ha ICD cnep cbpheyHa TpaHCMNAHTaLUA MOXe a
6bae 060CHOBaHa NPy U36paHV BUCOKO-PUCKOBM MaLmeHTn.’84

12.7. BHe3anHa cbpAe4YHa CMbpT
npw CNOPTUCTIN

npeBeHuvm Ha BHe3alMHa CbpAeYHa CMDbPT Npu cnopTucTn

b C
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BHMmaTenHo cHemaHe Ha aHaMHe-
3a 3a pa3sKpMBaHe Ha Moasexalla
CbpAeyHo-cbaoBa bonect, pu-
TbMHO HapylleHne, CUHKOMNaiHu
enusoan unn GammsHa aHamHesa
3a BCC ce npenopbusa npu cnop-
TMCTU.

Tasn
eKc-
nepTHa
rpyna

Mpu npenTudukauna Ha EKI-Ha-
pyLeHns, HacouBalM KbM CTPYK-
TypHa CbppaeyHa bonecT, ce npe-
nopbyBa exokapaunorpadpua n/mnu
obpasHa grarHocTrka ¢ CMR.

Tazn
eKc-
nepTHa
rpyna

Ou3nKanHo um3cneaBaHe U 12-Ka-
HanHa EKI B nokoi Tpa6ea pa ce
YMa npeaBupa Kato npeacbcTesa- lla
TeNeH CKPUHUHT Npu MNo-Mnaau
CropTUCTHU.

Tazn
eKc-
nepTHa
rpyna

Jlnua Ha cpepHa Bb3pacT, BKOY-
BalLM Ce B HATOBAPBaHMsA C BUCOKA
WHTEH3MBHOCT, TpAbBa Aa 6bAaT
MOAMIOXKEHN HA CKPUHUHI upe3
aHamHe3a, ¢u3MKaneH  cTaTyc,
SCORE v EKT B nokow.

lla 785

[lepcoHanbT Ha CMOPTHU CbOPbB-
XeHus TpA6Ba fa 6bhe obyyeH Ha
KapAuonynMoHanHa  pecycuuTa-
uMA 1 Ha nNpaBuiHa yrnotpeba Ha
aBTOMAaTWYHV BBHIWHN Aedpnbpu-
natopu.

lla 179,786

?Knac Ha npenopbKkuTe.

"HuBO Ha fOKa3aTeNCTBEHOCT.

U3TOUHMK(LM), NOAKPeNALL (M) NPenopbKuTe.

CMR = cbppaeyeH (AppeHo-)MarHmMTeH pesoHaHc; EKI = enekTpokap-
avorpama; BCC = BHe3anHa cbpaeyvHa cmbpT; SCORE = Systematic
Coronary Risk Evaluation (Cuctema 3a oLieHKa Ha KOPOHapHUA
puck).”8’
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CnopTtuctute numat npekomepeH puck ot BCC B cpaBHeHune
C HEeCmopTMCTM Ha CblyaTa Bb3pacT:?® rogmwHaTta yectoTa
Ha BCC npu mnagun cnopTtuctu (<35 rognHmn) ce nsyncnasa B
AmnanasoHa o1 0.7 go 3.0 Ha 100 000 cnopTrcT.”®® Mpwu no-
Bb3PaCTHM CMOPTUCTM YecToTaTa e MO-BMCOKAa U O4YaKBaHO
HapacTBa C Bb3PacTTa.’®® MHTEH3NTETHT Ha HaTOBapBaHUATA
1 Bb3pacTTa Ha CMOPTUCTA Ca KIIOYOBM PUCKOBY PpaKkTopu.

Hali-uecTTe NnpnvymHM 3a BHe3anHa CMbPT Npu No-mna-
AV CMOPTUCTW Ca BPOAEHN apUTMOTreHHU HapyleHua (Kap-
aviommonatum n kaHanonatum) n CAD (BpogeHa n npugobu-
Ta). Mpe3 1980 r. B CbpaeyYHUA MHCTUTYT Ha MuHeanonuc B
CALL 6ewe cb3gapeH HauroHaneH perncTbp Ha BHe3anHaTa
CMBPT NPU CNOPTUCTK, KOWTO cbobLaBa 3a 1866 ciyyan Ha
BHe3anHa cMbpT nNpu nuua <40-roaulliHa Bb3pacT 3a nepu-
Of Ha HabnogeHne oT 27 rognHu. TexHUTe faHHM NOKa3Bar,
ye 36% OT BCUYKM CNly4an Ha BHE3amnHa CMbPT B TO3U pernc-
Tbp Ce AbJIKAT HAa NOTBbPAEHN CbPAEYHOCHAOBU NMPUUNHN,
Hal-yecto XKMI (36%), BpofeHM aHOMannm Ha KOPOHapPHU-
Te apTepun (17%), mnokapantu (6%), ARVC (4%) n kaHanona-
TN (3.6%).2” B paiioH BeHeTo B UTanua uscnegosatenm ca
NpoBenu NPOCMeKTUBHO KOXOPTHO NMpOyyYBaHe BbPXy nuua
<36-rofuuwHa Bb3pacT BKJIOYEHN B CbCTe3aTesIHM CMOpPTOBe
mexay 1979 n 1999 r. ARVC e ycTaHOBeHa KaTo NMpuynHa 3a
BCC npwu 24% oT Te3un cbCTe3aTtenu, caiefBaHa OT aTepocke-
potnuHa CAD (20%), aHOManeH Npomn3xoa Ha KOPOHapHM ap-
Tepun (14%) v nponanc Ha MmuTpanHata kKnana (12%).2° Mpw
Nno-Bb3pacTHU cnopTucTu (>35-40 rognHM), KakTto N B 06-
LOTO HaceneHve KOpOHapHaTa aTepocknepoTmyHa bonect
€ OTroBOPHA 3a Haj NoJIoBMHATA OT ciiydauTe.?®

MpeacbcTesaTeNHUAT CKPUHWUHE n3rnexaa edukacen’?0
3a npegoTtepaTABaHe Ha BCC, HO CKPUHMHrOBUre Nporpamum
ce pasfninyaBaT 3HAYNTENIHO B €BPOMENCKUTE CTPaHU, KakTo
n mexay Espona n CALL7°" CopieuHUAT CKPUHUHT TpabBa
Ja 6bfe cbobpaseH C Bb3pacTTa Ha CNopTWCTa NpeaBuf
Bb3pacToBO-CcneundunyHuTe puckosu daktopu. Mpu mnagn
cnoptucTh (€35 roamHM), CKPUHUHIBT TpAGBa fa 6bae ¢o-
KycMpaH BbpXy HacneACTBEHU KapAMoMMonaTum 1 KaHano-
natuu (BrxTe pasgenu 8 n 9). NMpu No-Bb3pacTHU NaLUEHTH
CAD e Han-yecTaTa npuymHa 3a BCC v cKpUHUHI BT TpAGBa Aa
6bLje HACOUEH KbM OTKPMBAHE Ha MPU3HALM Ha ncxemus.’?

EBponelickaTa acoumnayma no CbpAevYHOCbA0Ba NPeBeH-
uma n pexabunutauua nybnmkyBa nNpenopbku 3a Cbphey-
HOCBHAOBA OLEHKa Ha aKTUBHU NiMLa Ha cpepHa/no-ronama
BB3PacT yyacTBalM B CMOPTHU AEHOCTM B CBOGOAHOTO CU
Bpeme.”®? CxemaTa 3a pUCKOBA OLlEHKA Ha aKTUBHM NMLa Ha
cpefHa Bb3pacT e oyepTaHa BbB Queypa 4.

Hackopo, Menafoglio et al.”® npaBaT oueHKa Ha U3nNon3-
BaHUTe pecypcu, pe3yntatute U MKOHOMMYeCKaTa LieHa Ha
Taswn npeBaHTMBHa cTpaTerua npu 785 cnoptnctun Ha 35-56
rOAVHM y4yacTBallu B CMOPTOBE C BMCOK UHTeH3MTeT. HoBa
naToJIorMyHa CbpAEeYHOCHA0BA HaXxofKa € yCTaHOBeHa npu
2.8% OT cnopTUCTUTe, a LeHaTa e 6una $199 Ha cnopTuUCT.
ABTOpUTE NPaBAT 3aKJIlOUYEHNe, Ye OLleHKaTa KaTo LAo e on-
paBAaHa npu pasymHa ueHa.’®

BaXHO e TpeHbOopUTe U NepCOHaNBbT Ha CMOPTHUTE CbO-
pbXeHna aa ca obyuyeHn fa ce CNPaBAT CbC CNELWHN CUTYa-
uuKn, Aa U3BbPLUBAT KaPAMOMYNIMOHaHa pecycumTayma n aa
M3Mo0N3BaT aBTOMATUYHW BbHWHK aednbpunatopun.'’2786

12.8. Cunapom Ha Wolff-Parkinson-White

CuHppombT Ha Wolff-Parkinson-White (WPW) e gocta paa-
Ka npuynHa 3a BCC, c usuncnena yectota mexgy 0.05 1 0.2%

Moaxoa npu nauneHTn cbec cuHgpom Ha Wolff-Parkinson-
White Syndrome

Mpenopbku

A6nauus ce npenopbuBa Npwv na-
uneHtn ¢ WPW cuHpgpom pecyc-
UMTUPAHN 3a BHe3amnHa CbpheyHa
CMBPT, AbMKalla ce Ha MM 1 6bp30
npoBexgaHe npes JOMbHUTENHA
Bpb3Ka BogeLo Ao KM.

Abnauus TpsabBa ga ce uma npeg-
BMA npu naumeHtn ¢ WPW cuHg-
POM, KOMUTO Ca CUMNTOMHU W/vnn
KOUTO UMaT AOMBAHWUTENHN BPb3-
KN C pedppakTepeH neprog c Abi-
KMHa <240 mc.

2Knac Ha npenopbKuTe.

"HrBO Ha JOKA3aTeNICTBEHOCT.

U3TOUHKK(LUK), NnoaKpenAL(M) NnpenopbKuTe.

MM = npeacbpaHo MbxaeHe; KM = kamepHo mbxaeHe; WPW = Wolff-
Parkinson-White.

Ha roguHa.”®* BCC moXe Aa HacTbnu nopagn passutue Ha
MM ¢ MHOro 6BP3 KamMepeH OTrOBOP, KOETO flereHepupa o
KM.”> OcHoBHMAT puckoB dakTop 3a BCC e Hannuue Ha go-
NbJHUTENEH NbT C KbC aHTerpageH pedpakrepeH nepuoa.
B ckopolweH 8-roguweH npocnekTMBeH perncrbp c 2169
nauneHtTn ¢ WPW-cungpom BCC e HacTbnuna rnasHo npu
nauveHTn ¢ aHTerpagHu pedppakTepHy Nepuoan Ha AoMNbi-
HUTeNnHUTe NbTuwa <240 mc n AV pueHTpun Taxnkapans, aa-
Balla Hauyano Ha MNM.”%3

EOU c abnauua ce npenopbyBa npu nauneHtn ¢ WPW
CMHAPOM, pecycunTUpaHn OT MpeKbCHAT CbpAeyveH apecT
nopaau MM, n 6bp30 nposexaaHe Mo LOMbBAHUTENHNA NbT,
npeaunssrkeawo KM.”°® Tpsa6sa ga ce uma npeasua EOU
M M3BbPLIBaHe Ha abnauma, ako MAUUEHTHT € CUMMTOMEH
(Hanp. cbC CMHKOM UKW NannuTaunn) n/unn pedpakTepHUAT
nepuos Ha AOMbAHUTENHNA MbT e <240 mc.”*3 EQW Tpsabsa ga
BK/IOYBA M3MepBaHe Ha Han-KbcuA npeekcumtupad RR nH-
TepBan no Bpeme Ha nHayuupaHo MNM (nnn Han-Kbcua npe-
ekcumntmpaH RR nHTepBan no Bpeme Ha 6bP30 NpeACcbPAHO
nenicmpaHe), onpegensaHe Ha 6poA 1 NoKanu3ayuAaTa Ha Ao-
NbJAHUTENHNTE NbTULWA, aHTerpagHUTe M peTporpagHuTe
XapaKTEPUCTUKN Ha AOMbIHUTENHMTE NbTuwa u AV Bb3ena,
N epeKTUBHUA pedpaKkTepeH Nepuop Ha AOMbIAHUTENHUTE
NbTULWa U Ha KamepaTta Npu pPasNnYyHN Ab/KUHA Ha LUKbIa.

Mpu naumeHtTn ¢ WPW TpsabBa fa ce nsbArea neyeHue c
KanumeBun aHTaroHNCcTM (Bepanammui) Uan SUroKCKH, 3aoTo
Te3n MeAMKaMeHTU MoraT fa yBenuuyat aHTerpagHaTta npo-
BOAVMMOCT MNpe3 JOMbJHUTENHUA MbT Ype3 yabJKaBaHe Ha
pedpakTepHUA nepnop Ha AV Bb3en.
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AKTNBEH
3pan/Bb3pacTteH
Bup akTuBHOCT
AKTUBHOCT AKTUBHOCT AKTMBHOCT
C HUCHK UHTEH3NTeT C yMepeH NHTeH3uTeT C BNCOK UHTEH3NTET
OueHKa Ha pucka
(camooLieHKa 1nn Henekapcka)
HeraTuBHa Mo3uTtnBHa
CKPUHWHr OT NeKap
« AHaMHe3a
« QusnKaneH craryc
« OueHka cbc SCORE
« ECG B nokom
Y
HeratuBeH [o3nTnBeH
MakcumaneH
cTpec-Tect
HeraTuseH Mo3utueeH
Pa3peluasa ce Paspewasa ce/d)mavlquKa aKTVBHOCT [lombaHnTenHa
du3muecka akTMBHOCT C YMepeH/BUCOK NHTeH3uTeT OLIeHKa, CbOTBETHO
C HACHK MHTEH3NTET neveHmne
Y MIHOUBUAYANHO
npenopbka 3a OA
EKT = enektpokapavorpama; DA = dusnuyecka aktnsHocT; SCORE = cucTemMa 3a OLIEHKa Ha KOPOHAPHMA PUCK.
Ourypa4: [peanoxeHve 3a NPOTOKON 33 MPeACbCTe3aTeNHA OLeHKa NPy 6e3CYMNTOMHM aKTUBHY LA B 3psiJia WX NO-rofs-

Ma Bb3pacT. AfanTrpaHo ¢ paspelueHue ot Borjesson et al.”*?
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12.9. lNpeBeHLUNA Ha BHe3aNnHa cbpAevHa
CMBbPT Npu HanpeaHana Bb3pacT

YnoTtpeb6aTa Ha aHTUAPUTMUYHY NIEKAPCTBA MPU NO-Bb3PACTHYU
nauveHTV Tpsbea Aa 6bae CbobpaseHa C NoHMKeHVA 6bbpeueH
N yepHoAPOoOEeH KNNPBHC, MPOMEHMN B TEMIECHUTE MapamMeTpu 1
HanMumeTo Ha Npuapy»KaBalm 3abonAaBaHNA. PUCKBT OT nekap-
CTBEHM B3aMOAENCTBYA TPAOBa Aa CbLLO fa ce B3eMe Npeasua,
Tbi KaTO MOXKe fia € HeobxoanMa KopeKuusa Ha go3aTta. Mpw nun-
ca Ha crneyndryHN NpoTMBOMNOKa3aHua 6eta-6nokepute TpA6-
Ba [ia ce umaT npeasua Npy No-Bb3PaCcTHU NAUMEHTU Cneg Mu-
oKapfeH nH}apKT, Tbi KaTo 3a TAX e JoKa3aHo, ye npeanassaT
o1 BCC npu nauueHTn >65-roauiHa Bb3pact.””’

LLinpoko ce m3non3zeat ICDs npn No-Bb3pacTHU NaLNEHTN:
noAarpynosuAT aHanus B nsnutsaxma AVID n MADIT-II ca semoH-
CcTpupanu ekBMBaneHTHN nonsu ot ICD npu no-Bb3pacTHU ”
no-mnaam nauneHTn.%'%3 Meta-aHanus, KOMOGVHVPaLL JaHHK OT
M3NUTBaHWA BbPXY NbpBMYHaTa npeseHuna Ha SCD [Multicenter
UnSustained Tachycardia Trial (MUSTT), MADIT-II, DEFINITE n
SCD-HeFT], yctaHoBABa, ye ICD-TepanusaTa noHmxasa obuyata
CMBPTHOCT MpY NauMeHTU >75-roguMliHa Bb3pacT Npu nunca
Ha cBbp3aHu ¢ ICD ycnoxHeHus [HR 0.73 (95% Cl 0.51, 0.974),
P = 0.03].7°8 UHTepecHo e, ye Apyr MeTa-aHann3 NofCcKasBga, ve
TepanusTa ¢ ICD moxe aa 6bae No-manko 6naronpusaTHa Npu
no-Bb3pacTHU NauneHTu ¢ Texkka JIK gucoyHkuma [HR 0.75 (95%
Cl 0.61, 0.91)]1.7°° C60pHN AaHHW OT M3NUTBAHUA 3a BTOPUYHA
npeseHuus (AVID, CASH n CIDS) paskpwuBart, ye TepanuaTa c ICD
€ MOHWXKNa 3HayMmo obulaTta U pUTbMHATa CMBPT NPU Naym-
eHTn <75-roAuillHa Bb3pacT, HO He 1 NPY NauneHTn =75 roguHn
[HR 3a o6waTta cmbpTHOCT 1.06 (95% Cl 0.69, 1.64), P = 0.79; HR
3a purbmMHaTa cMbpT 0.90 (95% Cl 0.42, 1.95), P = 0.79].8%° lanHm
OT 06cepBaLMOHHN MPOYUYBAHNA N PErUCTPU Ha eXXefHEeBHaTa
KNMHWYHa NpaKTUKa Mo NbpBUYHA MPEBEHUUA AEMOHCTPUPAT,
Yye MNNaHTauMATa Ha yCTPOCTBa He TpA6Ba Aa ce NpeapeLlaBa
€[INHCTBEHO OT Bb3pacTTa,80"802

PeweHneto 3a umnnaHtupaHe Ha ICD Tpa6bBa fa B3eme
npeaBus NocneAcTBUATa OT YCTPOWCTBOTO BbPXY KauyecTBaTa
Ha XunBoTa: nognpoyysaHe Ha MADIT-Il He ycTaHOBABa 3HaUMMO
MOHVIXKEeHWe Ha 6POoA NPEXUBEHN FOAMHUN C JOOPO KayecTBO Ha
KMBOTa NpW NauveHTn 265 rogmun.8% Mo npuHumn, Bb3pacTTa
He e cpep KpuTepunTe 3a NpaBunHa ynotpeba Ha ICD, Tbit KaTo
CblLeCcTBYBa Bb3MOXHOCT MOYMHANNTE BHE3AMHO OCEMAECEeTro-
OVILWIHM NauneHTn fa ca bunmn BUCOKONPOAYKTUBHU, AOPU U Npe3
Meceua npefliectsaul cMbpTTa 1M.8%* KnnHnuHata npeueHka
B CbUeTaHMe C »KefaHuATa Ha NauneHTa nu/unm cemencTBoTo My
MOXe [ia AOMpPUHECe 3a PeLUEeHNETO 3a OTK/IOHABaHe OT CTaH-
JapTHWTe NpenopbKM 3a ynoTpeba Ha ICD.

12.10. Bbnpocu B Kpas Ha XXNBOTa

TepMUHaNHO 6GONHU MAUMEHTM YecTO pa3BMBaT CbCTOSAHMA,
npegpasnonarawn KbM apuTMnn (XMnokKcus, 60sKa 1 enekTpo-
NINTHWU HapyLlweHus), n go 20% ot Te3u ¢ ICD nonyyasar WwokoBe
npes nocefHnTe ceiMuULIM OT KmneoTa ci,80>:807,808
O6cbXKaaHeTo Ha aeakTnBaums Ha ICD ¢ nayneHTa 1 cemen-
CTBOTO My C Liefl NpeBEHLMA Ha HeonpaBAaHWA cTpec 1 6osKa 3a
YMUPaALLMA YOBEK € BaXKHa, HO YecTo npeHebpersaHa Heobxo-
anmocT. Tpsbea fa 6bae 06bPHATO BHUMAHME Ha XKeflaHnATa Ha
naumneHTa Npu 3auynTaHe KakTo Ha UHPOPMUPaAHOTO Cbriacue,
Taka 1 Ha MHbOpMMpPaHMA OTKa3. KoraTo cammuTe nayneHTn He
ca cnocobHM Aa B3emaT TakoBa pelueHue, Tpabea fa 6bae uyTo
MHEHVETO Ha YSIeH UK NpeLCTaBUTEN Ha CEMENCTBOTO UK Aa

NMoBepeHne npu BbNpocu B Kpad Ha XXNBOTa

b

Mpenopbknu Knac® | Hueo Ust

O6CbKaaHe Ha BbMPOCK, Kacaewym
Kpas Ha »KMBOTa, C NAUMNEHTU, KOU-
TO Ca KaHAMAATM 3@ MOCTaBAHE Ha
ICD, TpabBa Aa ce vma npeasug lla
npeav VMNAaHTaumsaTa My v BbB
BaXXHU MOMEHTU OT Pa3BUTHETO Ha
6onectTa.

805, 806

[leakTBrpaHe Ha ICD Tpsab6Ba Aa
ce Ma npeaBuA Npw BrOLWABaHe IF]
Ha KNVHWYHOTO CbCTOAHME.

805,806

2Knac Ha npenopbKuTe.

"HnBO Ha JOKa3aTeNCTBEHOCT.

U3TOuHKK(UK), NnoaKpenAL(M) NnpenopbKuTe.

ICD = nmnnaHTUpyem Kapamoseptep aeprbpunatop.

6bAe M3MbIHEHO MPUXMBE 3aBELAHNETO Ha NaLMEHTa, ako Cb-
LecTByBa TakoBa,80>808,809

Mopaau CIOXKHOCTTA Ha TO3U BBMPOC, N3yepraTenHaTa uH-
dbopmMauma 3a ToBa Kak Aia 6baaT npunaraHn NpenopbKUTE MOXKe
Aa 6bfe HamepeHa B fBa KOHCEHCYCHU JOKyMeHTa Ha EHRAS
Ha Heart Rhythm Society.8% [JonbnHutenHo tpabea ga 6baat
B3€TV NPeaBug JIOKasHUTE NMPaBUa 1 3aKOHMW.

JeakTuBauuata moxe faa G6bae HanpaseHa 4pes nporpa-
MVpaHe Ha YCTPOWCTBOTO WU, aKO TOBA HE € Bb3MOXHO, upe3
npunaraHe Ha MarHUT HeMoOCPEACTBEHO BbPXY YCTPOWCTBOTO.
Moxe ga ce npegnoyete OTMAHA CaMO Ha aHTU-TaXMKapaHUTE
byHKUMM 1 Ja ce 3anasu nencrpaHeTo npu 6pagukapans, 3a aa
ce n3berHe BNOLWAaBaHe Ha CMMMTOMAaTHKaTa.

13. Npa3HuHN B fOKa3aTeNncTBaTa

« [bpBaTa KNMHUYHa NPOABA Ha BHE3amnHa CMbPT e YecTo da-
TanHa. o Ta3n NnpuynHa, naeHTUGMKaLMATa Ha NaLmneHTuTe
C MOBULUEH PUCK OT BHe3arnHa CMbPT ocTaBa GPrnocoPpckmnaTt
KaMbK Ha MpeBeHLMATa Ha BHe3anHaTa cMbpT. Puckosara
cTpatudmKauma ¢ uen nbpaBuyHa npeseHuma Ha BCC ¢ uH-
Ba3UBHW 1 HEMHBa3VBHYM CPeACTBA € BCe Olle He3aJoBONN-
TesHO. HoBMTe MeTOoAN, KaTo reHeTU4HO npodunupane, EKI-
CKPVIHUHT 11 06pa3HN MeToAM Ce HYXAaAT OT oLleHKa. Mima
CneLHa Heo6XOAMMOCT OT HayUYHW M3CefBaHNA B obnacTTa
Ha Hai-fobpuTe MeToAM 3a OTKpMBaHE Ha 6E3CMMMTOMHY
nomnynaumm C NoOBULLIEH PUCK OT BHe3anHa cMbpT. Hy>KHM ca
NPOCTN U €BTUHW MeTOAM, MOAXOAALLMN 332 MACOB CKPUHUHT.

«  OcurypsaBaHeTo Ha edeKTUBHA 1 MOCNefoBaTeNHa Bepura
OT MepK/ € OT U3K/IUUTENIHO 3HayeHre 3a nofobpsasaHe
Ha NPeKUBAEMOCTTAa Ha XXepTBUTE Ha BHe3amnHa cMbpT. He-
06xoaumMK ca olle n3cnefBaHNA 3a OLEeHKa Ha ONTUManHKA
AV3aliH Ha Te3n BepuUry Ha ouenABaHETO BK/OYBALLM [O-
6OMHVNYHY MEPKI U BBTPEOOSTHNYHW MPOTOKONN.

«  Ycnexute B npeseHumAta Ha CAD n CH, gbnxawa ce Ha
MUOKapAeH MHPapKT, MOHMXKMXa YyBCTBUTENHO YecToTaTa
Ha BHe3anHaTa cMbpT. Heobxoammum ca AOMbAHNUTENHN W3-
cneABaHNA Ha ApYyriTe NPUYNHK 3a BHe3anHa CMbpPT C Len
AOMbJIHUTENHO MOHMXKaBaHe Ha yecToTaTa Ha BHe3arnHaTta
CMBPT.

- [loBeuye oT nNonoBMHaTa OT XepPTBMTE Ha BHe3anHa CMbPT
umar 3anaseHa JIK ¢pyHkuma. Mima cnewHa Hyxfa oT cneuun-
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dUYHM HayuYHY Nporpamm 3a paskpuBaHe Ha MeXaHU3MuTe,
NPUYMHABALLM BHE3AMHa CMbBPT NPU NaUMeHTM CbC 3ana-
3eHa JIK ¢yHKUMA, KONTO BEPOATHO M3NCKBAT MHTEPAUCLM-
NAVHaPHM NOAXOAM BKJIOYBALLM KapAWMONOo3M, FeHeTuuw,
ennaemMmnonosn 1 cneynanncTi no dyHgameHTanHu 1 TpaH-
CNaLUMOHHN Hayku. TakuBa n3cneaBaHua TpA6GBa Aa BKOY-
BaT No-f06pa OTKPUBAEMOCT Ha NaLMeHTU C BPOLAEHMW Kap-
AVomMMonaTM U HacnefacTBeHV apUTMOTreHHU HapyLUeHWs,
cTpatTudUKaLmMA Ha prUcKa OT BHe3amnHa CMbPT Npu nayuneH-
71 ¢bc CH 1 3anaseHa O/ n oueHKa Ha pucka OT BHe3amnHa
CMBbPT Npu nauneHTn ¢ MM.

Hedunbpunatopute-KXnneTkn Morat fja ce oOKaxkaT UHTepec-
Ha TepaneBTMYHAa ONuUWA NpW M36paHM MaALUEHTH, HO ce
HY>K[AaAT OT MO-rofemMun paHAOMU3UPaHV N3MUTBaHWA NPean
NbJIHO AePUHMPaHE Ha ACHW NOKa3aHus.

Mma Hy[a oT paHAOMM3MPaHW M3NUTBAHNA BbPXY HY»KAaTa
OT CcTpaTUdMKaLmUA Ha prcKa C MHBA3NBHO enekTpodunsno-
JIOTVYHO U3CNefBaHe CKOPO cnef M1OKapaeH MHOapKT.
MoBeyue OT geceTuneTrie N3MMHa OT Ny6NMKYBaHETO Ha OC-
Hosononarawute RCTs Bbpxy NbpBMYHaATa NpeBeHLMA Ha
BCC, kouto n gocera ciy»<aT 3a OCHOBa Ha ynoTtpebaTta Ha
ICD npwv nayneHTn c JIK cuctonHa aucoyHkuma n CH. Otrora-
Ba NPodMABT Ha NALMEHTUTE N MeANKAMEHTO3HOTO JieyeHne
ca npeTbpneny 3HaunTeNnHa NPoMsaHa: AHELWHNTE NauneHTn
Ca No-Bb3PaCcTHM U MMAT NoBeve NpUapYyKaBawy 3abons-
BaHuA, Kato MM, xpoHuyHa 6b6peyHa 6onect n apyru. Mo-
paau ToBa ca HEO6XOAVMMN HOBU KIVIHWUYHU U3NUTBAHMWSA 3a
OLleHKa Ha noTeHUManHaTa nonsa oT NbpBUYHA NPEBEHLMA
Ha BCC c ICD npw gHewHaTa nonynauua oT nauueHTn. Toi
KaTo B MOMEHTa He ce npoBexaaT HoBY cboTBeTHU RCTs, no-
BeYe CBET/IHA BbPXY TO3M KIIMHUYHO Ba)KeH BbMPOC Morat
[a XBbPNAT faHHUTE OT MPOCMEKTUBHU PEFUCTPN.
Heobxoarmu ca ole n3cneaBaHna 3a yTBbpKAaBaHe Ha no-
yMBaLLMTE Ha JOKa3aTencTBa AeNHOCTM 3a HamanABaHe Ha
Ncuxo-counanHuTe epekT 1 3a ONTUMU3MPAHE Ha FPUXKITE
M nopkpenaTta Ha NauMeHTU 1 CEMENCTBA C NOBULLEH PUCK
ot BCC.

Mpn MHOrO OT NALMEHTUTE C MOHMXKeHa n3TnackBalla Gppak-
uMA HacTbNBa nopobpeHmne Ha JIKOW ¢ BpemeTo. HAakom ot
Te3y naymeHTn nonyyasaT aedprnbpunatop 6e3 scHa Heobxo-
OVMMOCT, OKaTO APpYry MOraT ja OCTaHaT C NMOBULLEH PUCK OT
BHE3aMHa CMbpT, BbMpPeKn Bb3CTaHOBABAHETO Ha JIK GyHK-
uuAa. Heobxogmmum ca oule n3cnefBaHuA BbpXy Han-gobpus
HauvH 3a OLeHKa Npu Te3n NauneHTy, 3a OCblLeCcTBABAHE Ha
no-fo6bp NepCcoHann3paH NoAXo  KbM BHe3anHaTa CMbpT.
Ynotpe6ata Ha CRT(-D) npu nauyuneHtn ¢ MM 1 MACTOTO Ha
abnauymaTa Ha AV Bb3ena He ca fJobpe onpeaeneHn U3BbH
pamKunTe Ha obcepBaLMOHHMTE AaHHW. MiMa AcHa Hyxga oT
paHAOMU3MPAHY N3NUTBAHUA C AOCTaTbYHa CTaTUCTUYECKA
cuna B paMKm1Te Ha Tasu rpyna naymeHTu.

O6nacTTa Ha Hac/leCTBEHUTE aPUTMUUN 1 KapAnoMMonaTu-
nUTe e U3npaBeHa Npeq roaamM Hanpeabk Npes nocnegHuTe
20 roAnHW, rMaBHO NMopajn WMpoKaTa AOCTbMHOCT Ha re-
HeTUYHaTa AUArHOCTMKa M HAIMYMETO Ha KIIMHWUYHU JaHHU
OT rofiemMun permucTpu. Bce ouje obaue cblyecTByBa ronam
He[oCTUr Ha faHHW. fonAM 6poN NaUMEeHTH C MbPBUYHM Ha-
CNeACTBEHV apuUTMUM U KapAYOMUONaTiX BCe ole ymmpaT
npeav NocTaBAHe Ha ANArHo3a, KOeTo NoACKa3Ba Heobxoaun-
MOCT OT No-Ao6pun AnarHocTnyHM noaxoau. ColyecTByBaTt 1
NPa3HOTN MO OTHOLLEHME Ha CXeMUTe 3a cTpaTUduKaLma Ha
pucka npw 6onecTu, Kato cMHApoM Ha Brugada, SQTS, ARVC
1 NOBEYETO HENCXEMUYHM ANNATATUBHU KapaOMMOnaTum.

KT Bnowasat nporHo3aTa Npv NauMeHTn C PasfnyHn CTPyK-
TYPHU CbpAeyHn 6onecTtu. Mima cneluHa Hy»aa oT HOBa aH-
TUAPUTMUYHA NN ApYra MefnKaMeHTO3Ha Tepanusa, KOATO
fa fafe Bb3MOMKHOCT 3a NPOTEKUMA Ha MO-WMPOK Kpbr
nauneHT! OT MbPBY UK NOBTOPHM »KMBOTO3acTpaLLaBallym
KA. Bce oule nma HeobXOAMMOCT OT NPOBepKa Aanu crnewyu-
GUYHO aHTMAPUTMWYHO NleYeHre MOXe Aa nopobpu Tasu
nporHo3a. [lokaTo KaTeTbpHaTa abnauua Ha peunamsmpa-
wata KT npu naymeHTn cbC CTPYKTYpHa CbpheyHa 6onect
[OKa3aHo HamansABa 3Hauumo 6poA Ha peunansuTe Ha KT,
OTPaXeHMeTOo Ha KaTeTbpHaTa abnauua Ha KT Bbpxy cMbpT-
HOCTTa @ HEeACHO U Ce HyX/ae OT U3cneaBaHe.

14. 3Boan OoT npenopbKuTe

»KaKBO fla NnpaB/M N KaKBO fla
He npaBuM”

LisanoTo HaceneHune Knac® | HusoP

AHanM3 Ha KpbBTa U APYr1 B3eTU MPaBUIIHO
TeNeCHN TEYHOCTY 33 TOKCUKOOMMA 1 MONEKY-
JIAPHa NaToNorMA ce NpenopbyBa Npw BCUYKK
KEPTBU Ha HEOBACHVMa BHE3amnHa CMbpT.

MpenopbyBa ce nocraBsHe Ha 0O6LECTBEHO
[OCTbNHY fedubpunatopn Ha MecTa, KbaeTo
CbPAEYHVAT aPECT e CPAaBHUTENHO YeCT U Ma
NOAXOAALM YCNIOBMA 3a CbXpaHeHue (Hanp.
yunnmwa, CropTHU CTafvoHW, TONEeMU rapw,
KasuHa ¥ T.H.) UIN Ha MeCTa, KbAETo HAMa ApYr
foctbn fo Aedpumbpunauyms (Hanp. Bnakose,
KPYW3HY Kopabu, CamoneT 1 T.H.).

MaumeHTn c nokasaHmsa 3a ICD

O6cbKAaHe Ha BbMPOCK OTHOCHO KauecTBOTO
Ha XMBOTa Cce NpenopbyBa NPean NocTaBaHe
Ha ICD v B x04a Ha nporpecusita Ha bonectTta
Npu BCUYKM NaLMEHTH.

WUcxemnyHa 6onect Ha cbpuyeTo

KoHTponHa oueHka Ha JIKODU 6-12 cegmuum
cnef MMOKapAeH MHGapKT ce nNpenopbyBa 3a
oLeHKa Ha MoTeHUManHaTa Hyza oT nocTaBa-
He Ha ICD c uen NbpBMYHa NpeBeHLUMA.

MauyneHTn cbe CbpAevyHa He0CTaTbYHOCT

ICD-Tepanua ce npenopbyBa 3a HamanABaHe
Ha yecToTaTa Ha BCC npu nauneHTn cbc cumn-
ToMHa CH (knac Il uam 1l no NYHA) n NIKOU
<35% cnepg =3 meceua onTUMANHO MeguKa-
MEHTO3HO JleyeHne, NPy KOUTO OvaKBaHaTa
npeXxnBAeMocT € MMHUMYM 1 roanHa npw Ao-
6bp PpyHKLMOHaNEH cTaTyc.

- VicxemmuHa eTronorua n MUHUMYM 6 ceamu-
Ly cnep MuokapaeH nHbapkT

- He-ncxemunyHa etnonorna

3a HamansABaHe Ha obwata cMbpTHOCT CRT-D
ce nperopbyBa NPy NaLMeHTV C WMPUHA Ha
QRS-komnnekca =130 mc, ¢ JIKDU <30% u ¢
JIBB, BbNpekn nposeaeHaTa Ha-manko 3 me-
cella onTUManHa ¢papmakonoruyHa Tepanus,
OyYaKBaHa NPeXMBAEMOCT MUHUMYM 1 roavHa
npu o6bp GyHKLMOHANEH CTaTyC.




EBAC®

Mpenopbkn Ha ESC

69

3a HamansABaHe Ha obuwarta cMbpTHOCT CRT ce
npenopbuBa npu nauneHTn ¢ JIKOU <35% n
JI6B, BbNpeKkn npoBeaeHaTa Hali-mManko 3 me-
cela onTumanHa papmakonornyHa Tepanus, C
OoyYaKBaHa NPeXnBAeMoCT MUHUMYM 1 rofnHa
npv Bo6bP PyHKUMOHANEH cTaTyc.

- CwupmHa Ha QRS >150 mc

- CwwupuHa Ha QRS 120-150 mc

HacnepcrBeHa aputmoreHHa 6onect

M36AarsaHe Ha cbCTe3aTenHM CNOPTOBE Ce npe-
nopwbysa npu nauyneHtn ¢ ARVC.

HoBu npenopbku

®nekanHnyg TpAbBa Aa ce MMa Npensua B Ao-
NbHeHVe KbM 6eTa-6110Kepyu Npu NauneHTH ¢
nanarHosa CPVT, Kouto ca nonyumnun pekyper-
TeH CMHKOM 1nv nonnmopdHa/aeynocouHa KT lla
Ha ¢oHa Ha 6eTa-6/10Kepw, KOraTo Mma nosu-
WeH pucKk /npotmeonokasaHua 3a ICD nnn ICD
He e JOCTbMEH UK Ce OTXBbPSIA OT NaLMeHTa.

ICD TpabBa pa ce 06CbAM MpPU NALMEHTU C
JOKMM n notebppeHa 6onectHa LMNA-myTa- lla
LA N KITMHWYHU PUCKOBY hakTopu.

?Knac Ha npenopbKuTe.

®HuBO Ha fOKa3aTeNCTBEHOCT.

ARVC = apuTmoreHHa flecCHokamepHa Kapanomumonatus; CPVT =
KaTexoslaMMHepruyHa nonumopdHa kamepHa taxmkapaus; CRT-D =
CbpAeYHa pecrHXpoHU3npaLya Tepanua-gedubpunatop; AKMIM =
AunataTBHa Kapavomuonatua; CH = cbpaeyHa HegoctaTbyHOCT; ICD
= VIMNNaHTYpyem KapguosepTep aedpubpunatop; JIBb = nas 6eapeH
6nok; LMNA = namuH A/C; IKOW = neBokamepHa 13TnackBalla Gppak-
uus; mc = munucekyHamn; NYHA = New York Heart Association; BCC =
BHe3anHa cMbpT; KT = KamepHa Taxnkapana.

15. OHNaH NPpUNOXKeHNA

Bcruku oHnanH Gurypu v oHnanH Tabnuum ca LOCTbMHY B OHNaH
npunoxeHnaTa Ha agpec: http://www.escardio.org/Guidelines-&-
Education/Clinical-Practice-Guidelines/Ventricular-Arrhythmias-
and-the-Preventionof-Sudden-Cardiac-Death
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