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

Acoumaumn: 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).

CoeeTn: Council for Cardiology Practice (CCP), Council on Cardiovascular Nursing and Allied Professions (CCNAP), Council on Cardiovascular Primary Care (CCPC), Council on
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CbAbpKaHMEeTO Ha Te3un Npenopbku Ha EBponeiickoTo apy»xecTBo no Kapaunonorus (European Society of Cardiology, ESC) ce ny6nukyBa camo 3a IMY4HO 11 06pa3oBaTe/IHO NOJN3BaHe.
Mon3BaHETO 1M 3a KOMEPCHaNHN Lienu He e paspelieHo. HUTo eaHa yacT oT npenopbkuTe Ha ESC He Moxe fla 6bAe NpeBexAaHa nn pasMHoXaBaHa Nnog KakeaTto u Aa e popma 6e3
NrcMeHoTOo paspelueHne Ha ESC. PaspelueHneTo moxe Aa ce nonyyu Ypes nsnpatiaHe Ha NnucmMeHa monba Ao nsgatens Ha European Heart Journal, Oxford University Press, v Ha cTpaHaTa
yNbIHOMOLLEHa Aa 13[jaBa Tak1Ba paspelleHuns oT nmeTto Ha ESC.

OTKas oT 0TroBopHOCT: [penopbkuTe Ha ESC npeacTaBaT cTaHoBuMwWwaTa Ha ESC nocTurHati cnefj BHUMaTeNHO OOMUCIAHE Ha HayYHUTE U MEAVLIMHCKNTE 3HAHUA U loKa3aTencTea
HaN4YHN KbM MOMEHTA Ha I'Iy6]1VIKyBaHETO M. ESC He Hocm OTrOBOPHOCT B cnyqal?l Ha NpoTnBopeyne, HeCbOTBETCTBME n/vnn AByCMUcCane mexpy I'IpenopbKMTe HaESCwn Aapyrn Od)l/l-
LnanHn NpenopbKu NN HaCOKN U3fafAeHn OT CbOTBETHUTE OﬁLLLeCTBEHI/I 3[ApaBHU OpraHn, no-cneynanHo no OoTHOLWeHne Ha no6paTa NpaKT1Ka B 3fpaBeona3BaHeTo Uin TepanesTny-
HUTe CTpaTernun. 3ApaBHVITe cneymnanncT ca Hacbp4yaBaHu Aa rv B3emat U3yAano npeasuj npu N3roTBAHETO Ha KIIMHWYHATa CU NpeLeHKa, KakTo N Npu onpefenaHeTo n npunaraHeTo
Ha NPEBaHTVUBHW, ANArHOCTUYHW MW TePaNeBTUYHI MeAULIMHCKK cTpaTeruu. NpenopbKuTe obaye He OTMEHAT UHAMBUAYaNHATa OTFOBOPHOCT Ha 3[ipaBHMTE CNeLnanucTu Aa B3emat
NPaBWITHN ¥ TOYHY PeLLeHNA, CbobpaseHN CbC 34PaBOCIOBHOTO CbCTOAHME Ha KOHKPETHUA NaLMeHT 1 cnef 06CbxAaHe C HEro, a Korato € He06XoAMMO 1 C IMLLETO NonaraLo rpyXu 3a
Hero. OTrOBOPHOCT Ha 3[ipaBHUA CELNanucT € 1 Aa NPOBEPY BCUUKM OPULMaNHM NPpaBuia 1 NPenopbKu NAN YKa3aHWA Ha KOMNETEHTHUTE O6LeCTBEHM 3PaBHI OPraHu, 3a ia NOAXO0-
AN KbM BCeKWN OTAeNeH cnyqal?l cnopej yTBbpAeHNTe HayYHW laHHW CbOTBETCTBALLWN Ha eTUYHUTE U I'IpO¢ECVIOHal1HVITe My 3a4b/IKeHnA. OTI’OBOpHOCT Ha 34paBHMA cneynannct e n ga
nposepwu npasunata n Hapen6|/|Te OTHacALWMN ce [0 NeKapcTBaTa U MeaNLNHCKUTE N3fenna KbM MOMeEHTa Ha TAXHOTO NpeAnnceaHe.
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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 koedunLMeHT (OTHOLIEHNE) Ha prcKa

i.v. WHTpaBeHO3€eH

ICD UMNNaHTUPyeM KapavosepTep aeprbprnatop

ILCOR International Liaison Committee On
Resuscitation

IRIS Immediate Risk stratification Improves Survival

LMNA lamin A/C

LQTS cmHAapom Ha abnrua QT nHTepsan

LQTS1 cnHppom Ha abnrua QT uHTepsan Tun 1

LQTS2 cmHppom Ha abnrua QT nHTepsan Tmn 2

LQTS3 CuHApPOM Ha abnrua QT uHtepsan Tvn 3

LVOT JleBOKaMepeH 13xodeH TpakT

MADIT Multicenter Automatic Defibrillator Implantation
Trial

MIRACLE Multicenter InSync Randomized Clinical
Evaluation

MRA MNHEPANIKOPTUKOMAEH peLenTopeH aHTaroHUCT

MUSTT Multicenter UnSustained Tachycardia Trial

NSTEMI MuoKapaeH nHdapkT 6e3 ST-enesauua

NSVT HenpoabmKUTeHa KaMepHa Taxmkapausa

NYHA New York Heart Association

OPTIC Optimal Pharmacological Therapy In
Cardioverter defibrillator patients

OR KoeduuMeHT (OTHOLLIEHNE) Ha BEPOATHOCTUTE

oT N3XOAEH TPaKT

PRESERVE-EF risk stratification in patients with preserved
ejection fraction

PVC KamepHa eKkcTpacucTona

PVS nporpaMrpaHa kKamepHa cTumynaumsa

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 U3XoeH TPakT

SA-ECG CUrHanHo-ocpepHeHa EKI (kbcHM noTeHumanm)

SADS CUHAPOM Ha BHe3arnHa puTbMHa CMbPT

SCD-HeFT Sudden Cardiac Death in HEart Failure Trial

SCORE Systematic Coronary Risk Evaluation

SIDS CMHAPOM Ha BHe3amnHa CMbpPT NpY KbpmayeTa

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

SPECT eVHNYHO-POTOHHA EMMUCUOHHA KOMMIOTBbPHA
Tomorpadusa

SQTS CUHAPOM Ha Kbcua QT-uHTepBan

STEMI MUoKapaeH UHdapkT ¢ ST-eneBauma

SUDEP BHe3arnHa Heob6ACHNMa CMBbPT Npy envnencua

SUDI BHE3arnHa HeoOsICHNMa CMBPT NP KbpMaueTa

SUDS CMHAPOM Ha BHe3arnHa Heob6ACHMMA CMBbPT

TdP torsade de pointes

us United States

VTACH Ventricular Tachycardia Ablation in Coronary
Heart Disease

WCD KapanoBepTep aednbpurnatTop-KuneTka

WPW Wolff-Parkinson-White

1. MpeancnoBue

B npoueca Ha HanucBaHeTo MM MpenopbKUTe NpPaBAT 0606-
LieHne 1 oLeHKa Ha BCUYKM CbLeCcTBYBaLUM JaHHWU MO AafeHa
Tema C uen nofnomaraHe Ha 3ApaBHUTE CNeLnanncTy Npu ms-
6opa Ha Han-fobpuTe CTpaTernm 3a fieyeHne Ha AafeH nauneHT
C KOHKpeTHO 3abonsABaHe, KaTo B3eMaT NpeABuf oTpaxeHneTo
BBPXY KAMHWYHUA M3XOA, KAaKTO M OTHOLUEHMETO PUCK-Mon3a
Ha KOHKpEeTHWTEe [MarHOCTUYHWU WAW TepaneBTUYHW METOAW.
YKasaHuATa 1 npenopbkute TpAbBa Aa NomaraTt Ha 3ApaBHUTE
cneumanuncTi Aa B3emart pelleHmns B exxeiHeBHaTa CU NpakTuKa.
OKoHYaTenHUTe pelleHna No OTHOLIEHME Ha KOHKPeTHWA na-
LuMeHT obaue TpAGBa Aa ce B3emaT OT NeKyBalLMA cneynanmcT
(eknn) cnepn obCcbXKaaHe C NaumneHTa u, ako e Heobxoanmo, € Nn-
LieTo nosaralyo rpum 3a Hero.

B nocnegHuTte rognHmn 6saxa nspaboteHun ronam 6poi npeno-
pbKu oT EBponeickoTo Apy»KecTBo no kapaunonorusa (European
Society of Cardiology, ESC), KakTo v OT Apyru fpy»ecTBa 1 opra-
Hu3auun. NMopaan 3HaueHEeTOo Ha NPEenoPbKUTE 3a KNMHUYHaTa
npakTrKa, 6Axa yTBbpAeHN KauecTBEHW KpuTepun 3a pa3paboT-
KaTa MM, KOUTO MMaT 3a Lien BCUYKM pelleHra Aa 6baaTt npo3pau-
HY 3a noTpebutens. YkazaHuATa 3a bopmynupaHe n ny6nvkysa-
He Ha npenopbku Ha ESC morat aa 6baat HamepeHu B yebcaiTa
Ha ESC  (http:/www.escardio.org/Guidelines-&-Education/
Clinical-Practice-Guidelines/Guidelines-development/Writing-
ESC-Guidelines). NMpenopbkute Ha ESC npeactasaTt opuymanHa-
Ta no3numaA Ha ESC no gapeHa Tema 1 ce akTyanmsnpat pefoBHO.

YneHoBeTe Ha PaboTHaTa rpyna ce nog6upat ot ESC, Taka
Yye fda npepfcTaBnABaT NPodecMoHanncTUTe, yyacTaliy B Me-
OVNUMHCKN TPUXKK 3@ MauMeHTW CbC CbOTBETHaTa MaTonorus.
MN36paHnTe ekcnepTn B obnacTTa M3BbPLUBAT LANOCTEH Mpe-
rnef Ha nNyonukyBaHUTe JaHHW 3a MeAULMHCKOTO MoBefeHue
(BKNIOUMTENIHO AMArHOCTUKA, NeveHne, NpeBeHUMA u pexabu-
nnTaums) Npy fageHo CbCTOAHME B CbOTBETCTBUE C MONNTUKA-
Ta Ha KomuTeTa 3a npaktuyeckun npenopwvkun (CPG) Ha ESC. Te
NPaBAT KPUTUYHA OLEHKa Ha AMArHOCTUYHUTE Y TepaneBTuY-
HWUTe npoLeaypu, BKIIIOUUTENHO Ha OTHOLIEHNETO PUCK-MON3a.
Mpw Hanuume Ha fJaHHW Ce BKJTIOYBA 1 KONNMYECTBEHA OLeHKa Ha
OYaKBaHMA KNMHWYEH 13Xof B No-ronemu nonynauyun. Husoto
Ha [J0Ka3aTeNCcTBEHOCT U KNAaCbT Ha NPernopbKUTe 3a KOHKPETHN
TepaneBTUYHW NOAXOAM Ce NojnaraT Ha KonmnyecTBeHa oLeHKa
W ce CcTeneHyBaT CbrNacHo npeaedrHMpPaHN CKanu, KakTo e no-
coueHo B Tabauyu 1 n 2.

ExcnepTtuTte oT paboTHaTa rpyna 1 peLeH3eHTUTe npefocTa-
BAT AeKnapaumnm 3a UHTepecK, OTHACALLM Ce A0 BCUYKU Bb3MOX-
HW B3aUMOOTHOLLEHUA, KoUTo Brxa Mornu Aa 6bAaT Bb3npueTn
KaTo MoTeHUManeH M3TOYHUK Ha KOHONUKT Ha MHTepecn. Tesn
Aeknapauun ce cbbupat B efuH dpaiin n moraT aa 6baaTt Hame-
peHun B yebcanTta Ha ESC (http://www.escardio.org/guidelines).
Bcaka npomsAHa, Bb3HMKHanNa B NpoLieca Ha CbCTaBAHE Ha npe-
nopbkuTe TpAbea aa 6bae cbobuieHa Ha ESC n gobaseHa B fe-
KnapauwuAaTa 3a nHTepecu. PaboTHata rpyna ce ¢puHaHcmpa us-
uano ot ESC, 6e3 kKakBoTo 1 fa 6uno yyacTe Ha MeauLUMHCKaTa
NHAYCTpYA.

CPG Ha ESC pbkoBogn v KoopAauMHMpa NoAroToBKaTa Ha
HOBW NpenopbKy n3paboTBaHM OT PabOTHM FPynu, eKCnepTHN
rPYnu UV KOHCEHCYCHU eKnnu. KoMuTeTbT OTroBaps 1 3a npo-
Leca Ha ogobpAaBaHe Ha Te3n NpenopbKu. Npenopbkute Ha ESC
ce nognarat Ha obcToeH npernen ot CPG 1 BbHILHN eKcnepTu.
Cnep cboTBETHM KOpeKLuuU npenopbkute ce opobpsAsaT oT
BCUYKM eKCNepTu yyacTBalym B paboTHaTa rpyna. OKoHuaTenHu-
AT AOKYMEHT nofnexu Ha ogobpeHune ot CPG 3a nybnvKyBaHe
B European Heart Journal. Mpenopbkute ce paspaboTsat cnep,
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Ta6nuua 1: KnacoBe Ha npenopbKuTte

KnacoBe Ha
npenopbKuTe

JeduHnuma

Mpenopbku 3a ynotpeda

BHUMaATENMHO C'b06p33ﬂBaHe C HayyHUTE N MegUUMNHCKN 3HaHUA
N HAIMYHMTE KbM MOMEHTa Ha AaTUPAHETO M JOKa3aTesCTBa.
3apjavaTta 3a paspaboTka Ha npenopbku Ha ESC BknouBa
He CaMO MHTerpaunAa Ha Hal-HOBUTE Hay4HN OaHHW, HO Cblo
1 Cb3faBaHe Ha 06pa30BaTENHU VHCTPYMEHTM M NPOrpamm 3a
BHeApsABaHe Ha npenopbyaHute mepku. C Lies onon3oTBopsBa-
He Ha yKa3avaTa Ce NpaBAT CUMHTE3NPaHn A)K06HI/I BepCcnn Ha
npenopbKUTe, 0606 aBalM cnagoBe, Gpowypy ¢ OCHOBHU
nocnaHus, 0606WaBaLM KapTy 3a HeCMELUNANNCTA U eNIEKTPOH-
Ha BepcuA 3a JUINTANTHW NPUNOoXeHNA (CMapTPOHU 1 T.H.). Tesn
BEPCUM Ca CbKPATEHW 1 MO Tasun NPUYMHA, ako e HeoOXoAMMO,
TpsA6Ba BUHArM Aa ce MpaBu CrpaBKa B MbJIHUA TEKCT, KOWTO e
cBob60oAHO focTbNeH B yebcanta Ha ESC. HaunoHanHnTe gpyxe-
cTBa uneHoBe Ha ESC ce HacbpuaBaT ga ofobpAT, NpeBefaT u
npunaraT BCUYKM npenopbku Ha ESC. Heobxoanmu ca nporpa-
MM 3a ogo6psBaHe, 3al0TO KaKTo 6elle AOKa3aHO, KMUHUYHWAT
n3xop oT 6onecTTa MoXe fia ce NoBausie 61aronpPUATHO OT LA-
JIOCTHOTO NpUnoXeHne Ha KNIMHUYHNTE NPenopPbKn.
Heobxoanmmn ca obcnefiBaHuA U Pernctpu, KOMTo a no-
TBbPAAT, Ue peasiHaTa exefHEBHa MNPAKTMKA CbOTBETCTBA Ha
yKa3avaTa B NPEenoOpPbKNTE, KaTo NO TO3M HAaYUH Ce 3aTBapA Un-

Ta6bnuua 2: HuBa Ha gOKa3aTeNCTBEHOCT

[laHHW, NoNyYeHN OT MHOTO6PONHM
PaHAOMU3NPAHN KIIVHWYHY N3NWTBA-
HUA NN MeTa-aHanm3u.

HwuBo Ha foka3zaTten-
CTBEHOCT A

[laHHW, NoNyYeH OT eANHUYHO
PaHAOMM3NPAHO KNVHWNYHO N3MNT-
BaHe WM rofleMn HepaHAOMU3MPaHN
npoyyBaHus.

HwuBo Ha goka3sarten-
cTBeHOCT B

KOHCGHCyC Ha eKCnepTHU MHeHUA n/
Nnv Mankun NnpoyyBaHUA, peTpocnek-
TUBHU NPOYYBaHUA, pernucTpu.

HuBo Ha gokasaten-
ctBeHocT C

KbbT MeXAY KNMHUYHO NpoyYBaHe, HanncBaHe Ha NpenopbKkuy,
pasnpocTpaHeHne N NpunoXeHne B KINMHNWYHATA MpakTuka Ha
Te3n NPenopbKU.

3ApaBHMTE CNeLmnanmcTy ca HacbpyaBaHW Aa B3emart n3LAno
npeasug npenopbkute Ha ESC npu n3roTBAHETO Ha KNMHWYHA-
Ta C/ NpeleHKa, KakKTo 1 nNpu onpeaenAHeTo U NnpunaraHeTo Ha
NpPeBaHTUBHN, ANArHOCTUYHN NN TepaneBTUYHN MeOUUNHCKN
cTpateruu. MNpenopbkute Ha ESC obaue He OTMEHAT MHAWBU-
ZlyanHaTa OTrOBOPHOCT Ha 3fpaBHWTE CMeuuannucTy ga B3emar
MPaBWIIHU 11 TOYHW peLleHrs, Cbobpa3seHn CbC 34PaBOC/IOBHOTO
CbCTOAHVE Ha KOHKPETHVA NaLMeHT 1 cnef o6cbxKaaHe ¢ nauu-
€HTa 1/Unn NPK Hy>a NMLETO, KOeTO ce rpuu 3a Hero. OTro-
BOPHOCT Ha 3paBHUA CNeLuanuncT e 1 Aa NpoBepu npasunata
1 HapeabuTe, OTHACAWM Ce A0 JleKapcTBaTa U MeAULMHCKUTE
n3genma KbM MOMeHTa Ha TAXHOTO npeannceaHe.

2. YBop

HacTtoawmaT foKyMeHT belle 3aMUCIeH KaTo eBponeicka ak-
Tyanu3auusa Ha MpenopbKuTte 3a noBefeHWe NPU NaLMEHTH C
KamepHu aputmMun (KA) 1 NnpeBeHUMA 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 ceetnvHaTa Ha cbBCcem
HOBUTE KOHCEHCYCHU AOKYMEHTM BbPXY NOAXOAUTE MPU Naum-
eHTU ¢ KA, Ny6nnKyBaHu OT OCHOBHUTE MeXAYHapOaHW PUTMO-
NOTUYHY JPYXKECTBa, >3 KOMUTETHT 3a Npenopbku Ha ESC pewwun
na GoKycupa CbAbpPKaHMETO Ha HACTOALMA AOKYMEHT BbpXY
npeBeHumaTa Ha BCC. Ta3un akTyanvsauus e HaBpeMeHHa npeg-
BUJ HOBUTE OTKPWUTWA B 0611acTTa Ha ecTecTBeHaTa eBOIoLMsA
Ha 6onecTute, npeppasnonarawy Kbm BCC, 1 3aBbpluBaHETO
Ha rofiemy NpPoyYBaHWs, KOUTO BAWAAT BbpXY CTpaTeErumTe Ha
noseAeHWe Npu cbpfeyHa HegocTaTbuHOCT (CH) BKAlouBaly
NeKapCTBEHWN 1 UHCTPYMEHTANIHV METOAM Ha NleueHue.
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2.1. CTpyKTypa Ha npenopbKure

[loKyMeHTBT e pa3fesieH Ha YacTu, KoUTo NOKpMBaT cneunduy-
HY Temn. CxemarTa 3a OLleHKa Ha pUCKa 1 NpeasiaraHoTo fleyeHmne
TpA6Ba Aa 6bAaT cbobpaseHu ¢ npuapyxKasawmTe 3abonssa-
HWA, OrpPaHNYEHNETO Ha OYakBaHaTa MPEXUBAEMOCT, OTpaxe-
HMEeTO BbPXY HauVHa Ha XMBOT U Apyru o6CToATeNCTBa.

B xopa Ha mogroToBKaTa Ha HacTosLLaTa akTyanmsaumsa Ko-
MUTETBT Mperfefa Hal-HOBMTE MPENoOpPbKM MO BCAKA Tema U
CbOTBETHO MPOMEHU Kfaca W/UNM HUBOTO Ha MPernopbKUTe,
B3eMaliku npeasua Aanv HOBW pe3ynTaTy OT paHAOMU3UPaHU
W3NUTBAHWSA, MeTa-aHan3n UKW KIIMHUYHY JaHHW Hanarat npo-
MeHu. CneymnanHo BHMMaHMe belle OTAeNeHo Ha CNa3BaHEeTo Ha
nocnegoBaTenHOCT Npu ynotpebata Ha U3pasu, CBbP3aHN CbC
cbliecTByBaWuMTe npenopbku. MoHaKora obaue 6axa npaBeHM
NMPOMEHM B M3MOM3BaHMA €3UK C LeN HAKOW OT OpUTMHANHUTE
npenopbKY Aa CTaHaT No-pasbrpaemu 1 TOUHN.

KomMuTeTbT 6elle CbCTaBeH OT IEKapy M CbOTBETHU 34 paBHM
crneymnanmcTu, KouTo ca ekcneptun no Temute BCC n npeBeHumA-
Ta I} KOMMNeKcHN KA, HTepBeHUMOHanHa enekTpodusmonorus,
KopoHapHa apTepuanHa 6onect (CAD), CH n kapgmomuonaTtus,
JeTcKa Kapauonorua v aputMuM, UHCTPYMeHTanHa Tepanus,
CbPAEUYHO-CHAOBU FPUXN, CbPAeYHO-CbA0BA FreHeTUKa U Meau-
UMHCKW rpvkn. EKcnepTrTe B pa3nuyHu TeCHW KapAnonornyHm
cneumanHocTy 6sxa NnoabpaHn ¢ NOMoLLTa Ha CPOAHN PAbOTHM
rpynu Ha ESC.

Bcnukuy uneHoBe Ha KOMUTETA, yyacTBaNv B HANUCBAHETO Ha
TEKCTa, ofobpurxa ykasaHuaTa gageHn B npenopbkute. Cefem-

Ta6nuuya 3: [AedpmHULNMN HA 4ECTO U3NON3BaHU TEPMUHN

[eceT 1 YeTUpKW M3TbKHaATW PeLeH3eHTU Nperneaxa JOKYMEH-
Ta. belwe HanpaBeH NofpobeH Npernes Ha NMTepaTypara, KOUTo
Josefe fo m3nonssaHe Ha 810 nuTepaTypHU U3TOYHKKa. [Tpe-
rnefaHnTe ykasaHuA OTHOCHO npeseHuuATa Ha BCC ca papeHu
8 OHnatiH mabnuya 13713

3. AeduHununun, enngemmnonorus
n 6bpaewm nepcnekTBm
3a NpeBeHLA Ha BHe3anHarta
CbpAeYHa CMbpT

M3non3ssaHuTe geduHMLMN 3a BHe3anHa CMbPT, MPeKbCcHaT
CbpAeYeH apecT, MAMOMATMYHO KamepHO MbxaeHe (KM) u 3a
npeBeHUMATa Ha BHe3amnHaTa CMbpT ca AageHu B Tabauya 3.

3.1. Ennpgemunonorus Ha BHe3anHarta
cbpAeyvHa CMbPT

Mpe3 nocnegHute 20 roauHN CbpAeYHO-CbOBaTa CMbPTHOCT
e HamanAana B CTpaHuTe ¢ rofiemu JOXoan'® B pesynTart Ha Bb3-
npremaHeTo Ha NPeBaHTUBHW MEPKM 3a HaManABaHe Ha OTHO-
cutenHata Texect Ha CAD n CH. Bbnpekun Te3un okypakutenHu
pe3ynTatu, CbpAeYHO-CbLOBMTe 6onecTn ca OTrOBOPHY 3a 6nu-
30 17 MUIMOHa CMBPTHY C/lyyasd BCAKa rofMHa B LennA CBAT,

TepmuH AedunHnyna /EY

HeTpaBMaTMuyHO, HeOUaKBaHO dpaTanHO CbOUTME HACTBMBALLO A0 1 YaC OT HAYANIOTO HAa CUMNTOMATMKATa NPW BUAMMO 34pa-

BHe3anHa BO Nuue. 1

CMBPT AKO He e Masio CBUAETENN Ha CMBPTTA, AedUHMLMATA e BanvAHa, KoraTo xkepTBaTa e 6vna B Lo6po 3apaBe 24 yaca npeau
cbbuTneTo.

SUDS v SUDI BHe3anHa cMbpT 6€3 BrAvMa NprYMHA, NPY KOATO He e N3BbpLUEHa ayTorncua, npu Bb3pacteH (SUDS) unu npy Kbpmaue Ha 14
Bb3pacT <1 roguHa (SUDI).
TepMUHBT ce N3NON3Ba, KOraTo:

BCC (sHe3an- « [puxrBe e 61UNO N3BECTHO HaIMUMe Ha BPOAEHO MV NPUAOGUTO, MOTEHLMANHO dpaTanHO CbpAeYHO cbcTosHNe; A 114

Ha CbpAeyHa + AyToncusATa Nokassa CbpAeyHa MK CbA0OBa aHOMaNMA KaTo BEPOATHa NpMUMHa 3a cbbutneTo; U ’15 !

CMBPT) « Cwu3cneaBaHe NOCT MOPTEM He Ca YCTAaHOBEHW BUAMMY eKCTpaKapAuanHyu MPUYNHK, NOpajmn KoeTo BeposTHa NpUYnHa 3a

CMBPTTa € apuUTMMA.

SADS 1 SIDS W ayTONCMOHHUTE, N TOKCMKONOFMYHUTE N3C/IefiBaHNA He Ca KaTeropuyHU, CbPLIETO € CTPYKTYPHO HOPMaHO Npu Makpo- 16
CKOMNCKO Y XUCTONOMMYHO U3CNeABAHE Y HECHPAEUHUTE MPUYMHM Ca U3KIIUeHW Npu Bb3pacTHY (SADS) n kbpmaueTa (SIDS).

MpekbcHaT .

CopAeUeH HeouakBaH LMpKynaTopeH apecT HacTbnBaly A0 1 Yac OT HaYaNoTo Ha OCTPa CUNTOMATUKA, KOWTO € NPeOAONAH C yCreLwHn

apECT pecycumTauMoHHN MeponpuaTya (Hanp. aeprnbprnayms).

ManonatnyHo 17

KaMepHO KnnHnYHWTe n3cneaBaHnA ca HeraTMBHW NPU NaUMEHT NPEXMBAN enn3o Ha KAMEPHO MbXKAEHE. 18’

MbXAeHe

MbpBKYHa

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

Hs BCC CbpAEYEH apecT WM XKNBOTO3aCcTpaLLABaLLM apUTMIN.

BropuuHa

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

Ha BCC P tnap

SADS = sudden arrhythmic death syndrome (cuHppom Ha BHe3anHa puTbMHa cmbpT); BCC = BHe3anHa cbpheyHa cmbpT (sudden cardiac death); SIDS =
sudden infant death syndrome (cuHppom Ha BHe3anHa cMbpT npu KbpmayeTa); SUDI = sudden unexplained death in infancy (BHe3anHa HeobAcHNMa cMBPT
npu kbpmayeta) SUDS = sudden unexplained death syndrome (cvHApOM Ha BHe3anHa HEO6ACHNMA CMBPT).

2 Y3TouHMLN.
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oKono 25% npoueHTa oT kouTto ca BCC.2° Puckst ot BCC e no-
BMCOK MPY MbXKe, OTKONIKOTO MPU KeHW, N HapacTBa C Bb3pac-
TTa, Nnopaawn Bucokata yectota Ha CAD B no-HanpegHana Bb3-
pact.?' B cboTBeTCTBUE C TOBA, M3UMCNeHaTa YecToTa Ha BCC e
ot 1.40 Ha 100 000 aywwm rogmwHo [95% poBeputeneH nHTepsan
(confidence interval, Cl) 0.95, 1.98] npu xeHu go 6.68 Ha 100 000
aywm roaniHo (95% Cl 6.24, 7.14) npu mbxe.?' BCC npu no-mna-
[M Xopa e € usymcneHa yectota 0.46-3.7 cvbuTtna Ha 100 000
JyWwy roauiuHo,?>23 KoeTo no rpy6m nsuncieHns CboTBETCTBA
Ha 1100-9000 cmbpTHY cnyyas B EBpona n 800-6200 CMbpPTHU
cnyyas roguwro 8 CALLL%

3.1.1. MpnuvHM 3a BHe3anHa cCbpAeYHa CMbPT
B pa3fiIn4yHuN Bb3pPacTOBU rpynu

CbppeyHute 6onectn, cebp3aHn ¢ BCC, ce pasnunuaBat npwu
MAagn cnpsamo ctapu xopa. Mpu mnagn npeobnagaBat KaHano-
natum n Kapguomuonatum (OHaadH ma6auya 2),>2>-*8 muokap-
AUTK 1 3noynoTpeba ¢ BelwecTsa,* JOKaTo cpef No-Bb3pacT-
HUTe npeobnagaBaTt XPOHUYHN aereHepatnsHu 6onectn (CAD,
KnanHu cbpaeuHn 6onectu n CH). Hakonko npepunssmKaTencTea
3aTpyaHABaT naeHTnduKaumaTa Ha npmumHata 3a BCC n B aBeTe
Bb3PacToOBM rPynu: NO-Bb3PacTHUTE MOTbPMNEBLUN, HAaNPUMEp,
MOraT Aa CTPajaT OT HAKONKO XPOHUYHU CbpPLEYHO-CHAOBU
CbCTOAHNWA, Taka Ye CTaBa TPYAHO [ia ce onpeaenu Koe oT TAX e
ponpuHecno Han-mHoro 3a BCC. Mpu no-mnagm nuua npuynHa-
Ta 3a BCC moxe fa ocTaHe crneKkynaTuBHa Jaxe 1 cief ayToncus,
3al0TO CbCTOAHUA, NMULIEHN OT CTPYKTYPHM NPOMEHU, KaTo Ha-
CNefCcTBEHN KaHanonatum Uin NeKapcTBeHW apuUTMIMK, ca enun-
[eMMOJIOrMYHO Bb3MOXHM B Ta3u Bb3pacToBa rpyna.

3.2, AyToncusa n mosneKynsapHa aytoncus
npu XXepTBN Ha BHe3amnHa cbpaeyHa
CMbpT

NoeHtTudrkaumaTta Ha NpuymHaTa 3a HeoyakBaHa CMbPT AaBa
Ha CemMelCTBOTO YaCTUYHO pa3brpaHe 1 OCMUCNIAHE Ha HeoYaK-
BaHaTa Tpareams, KOeTo yNecHsBa npoueca Ha cnpassaHe C Hesl
1 no3BossABa fa ce pasbepe Aanu pUCKbT OT BHe3arnHa CMbpT
obxBalla uneHoBe Ha pammnusTa. B To3n cMucbn n3rnexaa pas-
YMHO BCUYKM XepPTBM Ha BHe3anHa CMbPT Ja 6baaT NoANoXKeHN
Ha MOoCIeCMbPTHO eKCNepTHO U3ceABaHe Aanu npuymnHaTa nMma
cbpaeyeH npounsxod. Bonpekn ye CAD e oTroBopHa 3a ronsam
MPOLEHT OT CllyyanTe Ha BHe3anHa CMbPT, 0cobeHOo npu nuua
>40 roauHu, TpAbBa Ja ce MMaT Npeasud U APYrv NPpUYnHY,
BK/IOUNTESIHO FEHETUYHY HapyLIeHWUsA, KOUTO 3acAraT LenocTTa
Ha CbpAeyvHUA MycKyn (BUXKTe pasgen 7) unu enekTpuyeckarta
My dyHKUMA (BUXKTe pasgen 8). BuHaru korato npu nounHano
nmue ce naeHTndunumpa HacneacTeeHa 605ecT, poAHNHUTE Ha
epTBaTa mMorart [ja ca C MOBULILEH PUCK OT 3acAraHe 1 Ja nouu-
HaT BHE3arHo, ako He ce NOCTaBU CBOEBPEMEHHa inarHo3a u He
ce B3emat NpeBaHTVBHU MEPKU.

3a Xanoct, fopw cnef U3BbpLUBaHe Ha ayToncus, N3BecTHa
YacT OT CJlyyauTe Ha BHe3anHa CMbPT, Bapupalla mexgy 2 u
54%,*® ocTtaBat HeobAacHeHW (OHnatiH mabauya 2): TO3W WNPOK
Onana3oH OT CTOMHOCTM Ce AbJKM Hall-BEpPOATHO Ha XeTepo-
reHHOCTTa Ha ayToncnoHHUTe npoTokonu. C uen BbBeXaaHe Ha
obLoBanvaeH cTaHdapTeH NPOTOKON 3a ayToncua 6saxa paspa-
60TeHN cneymnanHn NPenopbKX onpefensaln NpoToKonmTe 3a
n3creBaHe Ha CbpLETO 1 B3eMaHe Ha XMCTONorMyeH MaTepuarn,
KaKTO 1 33 TOKCUKOMOTUYHW 11 MOSIEKYAPHY n3cnegsaHms.!”>0
KaTto usano, npaBunHo nposeaeHaTa ayToncusa Tpabsa da fage
OTroBOPW Ha c/lefHUTe BbNpocK: (i) Aann cMbpTTa ce AbMXKN Ha

MokasaHusa 3a ayToncusa n MoJieKyldapHa ayToncua npum
XepTBU Ha BHe3alHa CMDbpPT

Mpenopbku Knac® | Hueo® U3t

AyToncua ce npenopbyBa 3a U3-
cnefiBaHe Ha NPUYMHUTE 33 BHe-
3anHa CMbPT U 3a onpegensiHe
fann BCC ce pbimXkn Ha PUTbMHU
VNN HEPUTBMHY MeXaHN3MK (Hanp.
pynTypa Ha aopTHa aHeBpr3Ma).

Mpu ayToncms BrHarm ce npeno-
pbyBa CTaHAAPTHO XWUCTONOrMYHO
n3cneABaHe Ha CbPLETO, KOETO
TpAb6Ba Aa BKNOYBa KapTtorpadu-
paHn o6o3HauyeHn 6foKueTa Mu-
oKapp, B3eTW OT NpefCcTaBUTENHN
HanpeuyHn cpe3oBe OT [BeTe Ka-
mepu.

AHanu3 Ha KPbB 1 APYrv NPaBUIHO
B3€TWN TEIeCHU TEYHOCTU 3a TOKCK-
KOJSIOrUsA N MOMEKYNIAPHa MaTosno-
rMa ce NpenopbyBa MpY BCUUKM
XKEPTBM Ha HEOBACHMMA BHE3aMHa
CMBPT.

HacoueH nocnecmbpTeH reHetu-

YeH aHanM3 Ha NoTeHuUWanHo 6o0-
NecToTBOPHM reHn TpAbsa fa ce

VIMa npeasuAa NPu BCUYKKN KepTBu lla
Ha BHe3amnHa CMbpT, Npu KOUTO ce
noposupa cneuuduyHa KaHanona-

TUA NN KapanuoMUonaTus.

17,50,
51

2Knac Ha npenopbKuTe.

®HuBo Ha lOKa3aTeNCTBEHOCT.
U3TOUHMK(LM) NoAKpenALL (M) NpenopbKuTe.
BCC = BHe3anHa cbpAeyHa CMbPT.

cbpheyHa 6onecT, (i) ecTecTBOTO Ha CbpheyHaTa bonect (ako
uMa TakaBa), (iii) fann mexaHU3mbT Ha CMbPTTa e apuTmua, (iv)
Janv Ma JaHHM 3a cbpaeyHa 6onecT, KoATO MoXe fa ce npeaa-
Ba MO HacneACTBO, NOPaAY KOETO Ce Hasara CKPUHUHT Y KOHCY -
TUpaHe Ha POAHMHUTE 1 (V) Bb3MOXHa yrnoTpeba Ha TOKCUUYHO
unum 3abpaHeHo nekapCTBEHO CPEACTBO UKW APYrv NPUYNHM 3a
HeecTecTBeHa CMbPT.

CTaHAapTHOTO XUCTONOTMMYHO MU3C/eiBaHe Ha CbpueTo
TpAbGBa Aa BKOYBa 060O3HaueHM KapTorpadupaHn 6nokyeta
MUOKapZ OT NpeAcTaBUTENTHU HaNpeyHn cpe3oBe OT ABeTe Ka-
mepw. MaTono3uTte TpAbBa Aa 6bAaT HaCbpyeHW a ce CBbp3BaT
CbC Cneuranu3mpaHn LeHTpoBe 1 Aa 13npaLaTt B TAX CbpLETo
3a n3cnepgane. MNatonorst TpA6Ba Aa Hanpasyu CTaHJAPTHO Ma-
KPOCKOMCKO M3cnefiBaHe Ha CbpLETOo, BKIIIUMTENHO HanpeyHa
anukanHa cekUuA 1 Ja B3eMe TbKaHW, KpbB 1 APYr TEYHOCTM 3a
TOKCMKOJIOTMYHO U MONEKYAPHO n3cnenBaHe, npean ukcupa-
He Ha cbpueTo BbB popmanuH. OcBeH TOBa ce NpenopbyBa Cb-
6upaHe 1 CbxpaHeHre Ha 61MoNorMYHN NPobK 3a N3BNIMYAHE Ha
OHK ¢ uen n3sbpliBaHe Ha ,MonekynapHa” aytoncums.”” Mone-
KynfipHaTa ayTonCuA e BaXXHO AOMbJIHEHME KbM CTaHAapTHaTa
ayToncua, Tbih KaTo TA NO3BOMABA MOCT-MOPTEM iNArHO3a 3a Ha-
JIMyme Ha CbpAeYHN KaHanonaTum, KoUTo Morat fia 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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CcMBPT Npu KbpmayeTa (sudden infant death syndrome, SIDS).
CKOPOLLEH eKCrepTeH KOHCEHCYC BbPXY AMarHocTrkaTa u nog-
Xofja Npu HaCNeACTBEHN apUTMIMM NPENOPbYBA NPV XKEePTBU Ha
BCC, korato ce nofo3unpa Hannume Ha KaHasonatus, fa ce nma
npeaBua HacoueHa MOMeKynspHa ayTomncusa/nocT-MopTeM re-
HeTUYHO TecTyBaHe. ABTopuUTe ofo6psABaT Ta3n NpPenopbKa U
HacouBaT 3aMHTEPECYBAaHUTE YNTATENUN KbM Hall-HOBMA KOHCEH-
CyCeH AOKYMEHT Mo Ta3u Tema.' 452

3.3. lNpepckasBaHe Ha pyUCKa OT BHe3arnHa
cbpAeYHa CMbpPT

MpepnckasBaHeTo Ha BCC e dpunocodpckm kKambK Ha apuUTMONOru-
ATa, @ ONUTUTE 3a HaMMpPaHe Ha HageXAHW nHankKatopm 3a BCC
ca nopoavan efHo OT Hal-aKTVMBHWTE MoneTa Ha Npoy4yBaHe B
apuTMornorusTa npes nocneaHuTe aecetuneTns.”® Cera Beue e
ACHO, Ye CKIIOHHOCTTa KbM BHe3arnHoO ymypaHe Bb3HUKBA KaTo
JnepdekTHa Oypa” — B3aMMoAeNcTBUe MexAy BynHepabuneH
cybcTpart (reHeTUYHM v NPUACOMTN NPOMEHN B eNeKTPUYECKN-
Te NN MeXaHWYHNTEe CBOWCTBA Ha CbPLIETO) U MHOXECTBO Mpe-
XOAHW GaKTopW, KOUTO yyacTBaT B OTKJIIOUYBAHETO Ha $paTanHOTO
cbbuTmne. B cnepBalyaTa yacT He NpeAcTaBAMe KpaTbK npernes
Ha OCKbIHUTE CxeMu 3a cTpatudurKauma Ha prcka ot BCC npu
HOPMaJTHW N, NPU NaLMEHTUN C MCXeMMYHa 6onecT Ha cbpLeTo
Y NPV NaLMeHTN C KaHaIonaTum 1 KapAnomMmonaTuu.

3.3.1.Jlnua 6e3 nsBecTHa cbpAeyHa 6onect
MpubnusnutenHo 50% OT CbpheYHNTE apecTy HACcTbMNBaT Npu
nuua 6e3 n3BecTHa CbpaeyHa 6onecT, HO MOBEYETO OT TAX CTpa-
[aT OT CKpWTa UcxeMmnyHa 6onect Ha cbpueto.>* Mopaan ToBa,
Haln-ebeKTUBHUAT Nogxop 3a npeseHuma Ha BCC cpep uanoto
HaceneHue e CBbp3aH C U34MCNABaHe Ha MHAUBUAYANTHUA PUCK
OT pa3BUTME Ha NCXEMMYHA CbpAeYHa 60NecT Bb3 OCHOBA Ha
KapTuTe Ha puUCKoBKA cOOp, CliefiBaH OT KOHTPONIMPAHETO Ha
puckoBuTe pakTopu, KaTo 06l CepyMeH XOnecTepors, rioKo-
33, KPbBHO HanAraHe, TIOTIOHONYLLEHE N MHAEKC Ha TeslecHaTa
maca.>® MpnbnusnutenHo 40% OT HabMOLABaHOTO HamaneHue
Ha BCC e npsako nocneactene ot HamaneHneTo Ha CAD u gpyru
CbpAEYHN CbCTOAHNA.>®

Hakonko npoyusaHua®’-%' ca manu gokasaTencrsa, ye Cb-
LecTByBa reHeTUYHO NPeAPa3noNioXKeHNne KbM BHE3aMHO yMU-
paHe. M3cnepoBatenckata rpyna, pbkoBogeHa ot X. Jouven,
Gelle efHa OT MbPBUTE, KOWTO M3CNeABaxa NpeAckasBallata
CTOMHOCT Ha $paMusiHaTa MOBTapPAEMOCT Ha BHe3anHaTa CMbpT.
B MapwkkoTo npoyusaHe, ny6nmkysaHo npes 1999 r.,°” agTopu-
Te feMOHCTpUpaxa, Ye aHaMHe3aTa 3a BHe3amnHa CMbpT Mo nu-
HUA Ha eAnHVA OT POAUTENNTE e CBbp3aHa C penaTmBeH pUCK
(RR) 3a BHe3anHa cmbpT 1.89, KOWTO HapacTBa Ao 9.44 npu nuua
C aHaMHe3a 3a BHe3arnHa CMbpT Mo NMHKA Ha ABaMaTa PoanTenm
(P = 0.01). Mo cbwoto Bpeme Friedlander et al.>® notebpguxa B
KOXOpTa OT KAMHWUYHM CllyYan Ha YYacTHMLM BbB NPOYyYBaHETO
Framingham noutun 50% ysenunuenue [RR 1.46 (95% Cl 1.23, 1.72)]
Ha BEpOATHOCTTA 3a BHE3anHa CMbPT NPU Hanuume Ha dpamun-
Ha aHamHe3a 3a BCC. Mpe3 2006 r. Dekker et al.>® nokasaxa, ue
damnnHaTa BHE3anHa CMbPT HaCTbMNBa 3HAYMMO MO-YeCTo Npwu
N1La, pecycumnTMpaHmn oT NbpBMUYHO KM, OTKONIKOTO B KOHTPOI-
HaTa rpyna [KoeduumeHT Ha BeposaTHocTuTe (OR) 2.72 (95% Cl
1.84, 4.03)]. BneyaTnABawWoTO NOCTOAHCTBO Ha Te3W pe3ynTtaTtu
MoACKa3Ba, e NpefpasnonoXeHNeTo KbM BHE3aNHO yMMpaHe e
3anncaHo B reHUTe, JOPW U B OTCHCTBME Ha bonecT, npefaBaHa
no mMexaHu3ma Ha Mendel, KoeTo HacbpyaBa MONEKyNHUTE U3-

cnepBaHnAa 3a uaeHTnduumpare Ha HK-mapkepu npeackassa-
wm BCC B obwata nonynauums.

Cpef NnpoyyBaHMATa, KOUTO Ca TbPCUSIM NONMMOPPN3BM Ha
efIHNYEH HYKNeoTua, KonTo npeppasnonara Kbm BCC, 3Have-
HWe nMaT pe3ynTaTute OT [Be MPOY4YBaHNA BbpPXy Bpb3kaTa B
pamkuTe Ha reHoma (genome-wide association studies, GWAS):
Arrhythmia Genetics in the NEtherlandS (AGNES)®' BkntouBatyo
nauveHTN C NbpBu MrMokapaeH HdapKT n KM, konTto cpaBHABa
C KOXOpTa OT NauneHT C MbpPBY MUoKapAeH nHdapKT 6e3 KM.
Camo efiH eAMHCTBEH NONMMOPOU3BM Ha €AVHUYEH HYKIEeO-
TUA NoKanusupaH B JIOKYC 21921 e nokasasn 3HauYMMOCT 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 BUPYCHNA MUOKapaunT. BropoTo
GWAS-npoyusaHe® e MHOro rofiiMo NpoyYBaHe, KOeTo UAEHTU-
duumpa cuneH curHan npu NoKyc 2q24.2, KONTO CbabpXKa TpU
reHa c Hem3BeCTHa QYHKLMA, BCEKM OT KOUTO e NpeAcTaBeH B
cbpueTo. To3un nokyc nosumiuasa pmcka ot BCC ¢ 1.92 (95% Cl 1.57,
2.34). ToBa npoyuBaHe obaue He NOTBbPXAaBa pe3ynTaTuTe oT
npoyusaHeTo AGNES, KoeTo nopakaa CbMHEHWA, Ye naun pasme-
pBT, WA An3anHbT Ha npoyysaHeTo AGNES nma HepocTaTbum.
Te3n reHeTNYHM AaHHU BCE OLLe He HaMMPaT MPUJIOXKEHWE B KNK-
HMYHaTa NPaKTMKa, HO Te MOKa3BaT, 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 TEXHOJNOMMMW, KOUTO MO3BONABAT MO-6BbP30 U MO-eBTUHO
reHHa TUNU3aLunA, MOXe MHOIo CKOpPO Aa NpeaocTaBu AaHHU
BbPXY MHOIO rofiemMmu nonynaummn u a ocurypu ctaTuctnyecka-
Ta cuna, HeobXxoaMMa Ha Te3un n3cneaBaHuA.

3.3.2.MaymneHTN C NCXeMUYHa 6onecT Ha cbpLeTo
B npoabxkeHne Ha NoBeye OT ABe feceTUneTna nscnenosartenu
OT Lenna CBAT ca NPeANOIOXNUAN LMPOK CMEKTbP OT ,MHANKA-
Topun” 3a BCC npun Hannume Ha ncxemmyHa 605ecT Ha CbpLeTo.
HAKonko HenMHBa3MBHMU MapKepa 3a puck oT BCC ca npeanoxe-
HWY NpW NauMeHTN C MUOKAapAHa NCXEMUSA, BKIIOUMTENHO Mpo-
rpamupaHa KamepHa cTumynaumsa (programmed ventricular
stimulation, PVS), KbcHM noTeHumnanu, BapnabrnnHoOCT Ha Cbp-
JeyHaTa yecToTa, 6apopedneKkcHa UyBCTBUTENHOCT, ANCnepcus
Ha QT-MHTepBana, MMKPOBONTOB anTepHaHC Ha T-BbfiHaTa ”
TypbyneHuma Ha cbpaeyHaTa yectoTa. Bbnpeku obellaBawurte
pe3ynTaTu 3a KNUHWYEH U3XOA B HaYalHUTe NpoyyBaHuA obaue
HWUTO eAVH OT Te3n ,NPeauKTopn” He e OKasan BMAHNE BbpPXy
KNMHWYHaTa NpakTuKa. B pe3yntaT Ha ToBa, eAVHCTBEHUAT Mo-
KasaTen, KONTO MOCTOAHHO NOKa3Ba BPb3Ka C MOBULLEH PUCK OT
BHe3arnHa CMbPT B YCNIOBUATA Ha MUOKapAeH MHPAPKT 1 neBo-
kamepHa (JIK) ancoyHkuma, e neBokamepHata dpakuma Ha us-
TnackeaHe (JIKDW).5354 Tozn napameTbp ce M3Non3sa noseve ot
JeceTuneTre 3a NPUIIoKEHWE Ha UMMNAIaHTUPYeM KapanoBepTep
fedmbpunatop (implantable cardioverter defibrillator, ICD) ¢
uen npesBeHumsa Ha BCC, yecto B kKOMOMHauuA ¢ yHKLMOHanN-
Hus knac no New York Heart Association (NYHA). Bbnpekn ye
JIKOW He e npeumseH 1 BUCOKO Bb3MNPOU3BOANM KIMHUYEH Na-
pameTbp, TA BCe Ole ce U3non3Ba 3a Nofobop Ha nauneHTy 3a
mmnnaHTayma Ha ICD npu nbpBrYHaTa npeseHuna Ha BCC.
Cpen HOBWTE MapameTpu, KOMTO m3rnexkaaly obelyaBalym
npu npegmkumata Ha BCC, ca 6MOXMMUYHM MHANKaTOPW, KaTo B-
TMN HaTpuypeTnyeH nentug n N-TepmrHan npo-B-tun HaTpuy-
peTnyeH NenTua, KOUTO ca MOKa3any OKypaXKUTeNHN pe3yntaTn
B NpeaBapuTenHu ncnensaHus.5>66
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3.3.3.MaymneHTn c HacneaCcTBEHN apPUTMOreHHM
6onectn

HannuHocTTa Ha cxemmn 3a cTpaTMdUKaLmA Ha prcKa e KpanHo
HeeHOPOAHa MNPV Pas3fIMYyHN KaHanonatum M Kapgumommona-
TUK: HaNpyMep, [OKaTO NPOABMKUTENHOCTTa Ha KOPUrMpaHUsA
QT-mHTepBan (QTc) e HageXAeH NHANKATOP 3a PUCK OT Cbpaey-
HU CbOUTUA MpK CUHAPOM Ha abarua QT-uHtepsan (LQTS),% a
cenTanHata xuneptpodua npeackasBa KANHUYHMA U3XOA Npu
xunepTpoduuHa Kapavomuonatusa (XKMM),*8 npu apyrn 6o-
necTn, KaTo cMHAPOM Ha Brugada nnm cnHpgpom Ha Kbcna QT-
nHtepsan (SQTS), MepkuTe 3a cTpaTudMKauma Ha prUcKa He ca
y6ennTenHn n oCTaBAT HECUTYPHOCT OTHOCHO NMOKa3aHuATa 3a
npodunakTmyHa ynotpeba Ha ICD. 3acera, reHeTuyHaTa nHbOp-
Mauma MoXe fia ce 13MoJ3Ba 3a HaCoUYBaHe Ha pMCcKoBaTa cTpa-
TMdMKauma caMo Npu manbk 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. CKpIHUHT Ha 0610 TO HaceNeHe 3a pUCK
OT BHe3anHa cbpAaeYHa CMbpT

BautenHocTtTa 3a enektpokapauorpadpckm (EKIN) n exokapau-
orpadckmn 6enesn Ha Hacne[CTBEHN apUTMOreHHU 6onectn ce
0OKa3Ba Ba)kHa 4acT OT KJIMHMYHAaTa NpakTrKa 1 Moxe fa fonpu-
Hece 3a paHHaTa UAeHTUGMKaLUA Ha naumeHTn ¢ pruck ot BCC.
Bce olle He e ACHO panu TakbB BHMMAaTeNEH MOAXOA MOXe Aa
6be pa3wWwyrpeH 4O MAacoOB CKPVIHWHT cpef nomnynauun ¢ rnosu-
WeH PUCK OT BHe3arnHa cMbpT. B Vtanua n inoHna ca Bb3npu-
et cuctemn 3a EKI ckpuHUWHT, KouTo moraTt Aa naeHTnduum-
paT 6e3CMMNTOMHMW MauMeHTV C HacneACTBEHV apWTMOreHHM
6onecti.’”?>74 Bbnpeky CbLIECTBYBAHETO HA KOHCEHCYC MeXAy
ekcnepTn B EBpona n CAL, KoiTo noagkpensa npeacbcTesaTe-
NeH CKPUHVHT MpW CopTUCTU (MOAXOA, KOMTO e ofobpeH ot
MexayHapoaH/s ONUMMUIACKM KOMUTET),”>77 @AHO CKOPOLLHO
npoyyBaHe AOK1afBa 3a Jinnca Ha NpomMsAHa B YectoTtaTa Ha BCC
npy cbCTesaTenu cfief npunaraHe Ha CKPUHMHIOBU NpPOrpamu
B M3paen.’

Mo nogo6eH HaumH, HAMa ACHW JaHHW B MOAKPENa Ha nonsaTta
OT LUIMPOKa CKPMHMHIOBa Nporpama B obuiata nonynauus. Narain
et al”® nognarat Ha ckpuHUHT 12 000 Henoa6paHu 3apaBu NMua
Ha Bb3pacT 14-35 roguHu. LieHaTa Ha ckpuHura e 6una GB£35 Ha
YOBEK 1 TOM e BKJIIoYBas 34paBeH BbMNPOCHMK, 12-KaHanHa EKT n
KOHCynTauma ¢ Kapavonor. Ha nuuara ¢ OTKNOHeHWsA e Hanpase-
Ha TpaHCTOpaKaJiHa exokapAvorpama Ha Cbluva AeH Uin Te ca
HacouBaHW 3a JOMbJIHNTESNHA OLleHKa. BbnpeKkn ye CKPUHUHI BT
€ OTKPUN ManbK OpOo NauyeHTN C HacNeACTBEHU KaHalonaTum
unu Kapguommonatum (4/12 000), aBTopuTe NPaBAT MU3BOf, Ye
npeHTMdMKaLmMATa Ha nMua ¢ nosuiueH puck ot BCC Bce nak Be-
POATHO NOAKPEeNA MacoBa CKPUHMHIoOBa Nporpama.

fIcHO e, ye oTHOLWeHMeTO LeHa-non3a ot EKI ckpuHUHT Ha
HaceneHneTo 3aBNCU A0 rofAMa CTerneH OT LieHaTa Ha ToBa ja
6blle OTKPUT efiviH 3acerHaT MHAUBKA. Ta3u LieHa He e onpepe-
NeHa oT UTaJImaHcKaTa cMcTema 3a HaluMOHanHo 3fipaBeonasBa-
He, BbNpeKu dakTa Yye yHMBepcanHaTa CKPMHMHIOBa NporpamMa
CbljecTByBa npe3 nocnefHuTe 35 rognHW, a 3aBUCK 1 OT peru-
OHajlHaTa opraHusauMa Ha 3apaBeonasBaHeTo. Pasxopute 3a
CKpUHUHT Npu cnopTrcTuTe B CALL Bapupat mexay US$300 mu-
nuoHa n US$2 munnapaa rogmwHo cnopep Kaltman et al.®°

KaTto uano, noHacTosLlem He MOXeM Aa AaieM MPernopbKu
3a CKPVHUHT Ha HacenleHNeTo, 3aL0To NOC/IeACTBMATa OT CKpU-
HWHroBMTE CTpaTernn, KOUTO OTKPUBAT BCe Olle HeonpeaesieH

6poi ,panwmBo NO3UTUBHU" Clyyan 1 NPOMYCKaT HEM3BECTEH
npoueHT 3acerHatu (,panwumsBo HeraTMBHU") NMUA He Ca ycTa-
HOBeHW. Ta3n HEBB3MOXKHOCT 3a M3BEXJaHe Ha NPenopbKu OT
JAaHHWTE, NONyYeHN B MPUIIOKEHUTE CKPUHUHIOBW Mporpamu,
UNIOCTPUpa HyXJaTa OT AONbJIHUTENHa paboTa no cbbupaHe Ha
KONMYeCTBEHN [aHHU 33 CbOTHOLIEHWNETO LeHa-epeKTUBHOCT
OT u3BbpLluBaHe Ha EKI CKpUHWMHTI B pa3nnyHy nonynauumn n npu
pasfiMyHN cMCTeMM Ha 3fpaBeonas3BaHe u obcToATencrsa. Ha-
npoTuB, NPeABU NO-BUCOKUA PUCK OT apUTMUN 1 BRoLLaBaHe-
TO Ha CTPYKTYPHUTE WAN reHeTUYHuUTe 3abonAaBaHuA npu nuua
U3NOXEHWN HA VIHTEH3MBHU pU3nueckn HaToBapBaHus,®'®2 Hue
noakpenamMe CbLieCTBYBaLLMTE NPENOPbKN 3a NpefcbcTe3aTe-
JIeH CKPUHUHT npu cnopTucTtu. B EBpona nma KoHceHcyc, ye B
Ta3u rpyna TpabBa fa ce HanpaBuW KNMHUYHA OLIEHKA, Aa Ce CHe-
Me nnyHa nnu GammiHa aHaMHesa 1 ia ce permcTpmpa HavanHa
12-kaHanHa EKT (BuxTe pasgen 12.7).

3.4.2.0amunneH CKPUHUHT Ha }XepTBUTe
Ha BHe3amnHa CMbpT

Mpwn 6nmnso 50%% ot cemeincTteaTta ¢ xkepTBu Ha SADS ce guar-
HOCTULMpPA HacneACcTBEHO apUTMOreHHO HapylleHue, no-cre-
umnanHo KaHanonatum [Hanp. LQTS, cuHapom Ha Brugada u Ka-
TeXoNnaMuHeprnyHa nonmopdHa KamepHa Taxmkapgama (CPVT)]
WU B OTAENHW C/lyyan JlaTeHTHU GopmMM Ha Kapamommonatva
[ocobeHo XKMIT n aputMoreHHa gecHoKaMepHa Kapganomuona-
™A (ARVC)] nnn damunHa xmnepxonecteponemus. B pesyntar
Ha Te3n AaHHW, KOoraTo Npu fafeHa XepTBa He e HanpaBeHa ay-
Toncua (npn SUDS n SUDI) n/unn Korato noct-mopTtem uscneg-
BaHETO He CbyMsBa fja AONOBU CTPYKTYPHO HapyLUEHMe, a TOK-
CUMKONOrMYHUTE pe3ynTaTtn ca HopmanHu (npu SADS nnu SIDS),
POLHUHMTE N0 MbpBa NMNHWA Ha XepTBaTa TPA6Ba Aa 6baaT MH-
dopmmpaHm 3a NoTeHLManHWA PUCK OT NOA0OHU CbOMTHA 3a TAX
1 TpA6Ba Aa ce NoAnoXat Ha nscneasaHma. PamunHaTa aHamHe-
3a 3a pekypeHTeH npexaespemeHeH SUDS wnn HacneacTBeHa
cbppeyvHa 6onect npeactaBnABa ,MepBeH dnar”, KONTO Npasu
dbamunHaTa oLeHKa CMIIHO NpenopbyunTenHa.

CeMeHMAT CKPUHWHT Ha POOHUHW MO MbpBa JIMHWUA Ha
XKepTBY Ha BHe3anHa CMbPT e BaKHO MeponpurATUe 3a NAEeHTU-
duKauma Ha Nrua C NoBULLIEH PUCK, 3a AaBaHe Ha nHdopmauna
OTHOCHO CbLLeCTBYBALLOTO NleYeHNe 1 afeKBaTHa NpPeBeHL A Ha
BHe3anHaTta cMbpT.'*#* MoHacToAwem camo 40% OT uneHoseTe
Ha CeMEeNCTBOTO Ca NOAJSIOKEHU Ha CKPUHUHT,B> oTuacTn nopaau
JIMMNCca Ha AOCTaTbYHa CKPUHMHIOBA MHGPACTPYKTYpPa, HO CbLUO
1 nopaan 6e3noKoNCTBOTO M AUCTPeca CBbpP3aHU C JIMYHOTO
npexmBABaHe Ha XMBOTO-3acTpallaBalla apuTMWUA UK CKO-
pollHa TexKa 3aryba B CemMencTBOTO, Ab/Kalla ce Ha Hacnep-
CTBEHO CbpAeUHO cbeToaHMe. 8587 Mcmxo-coumanHuTe HYXau Ha
Te3n nauyMeHTn 1 TexHUTe cemelicTBa TpAbBa da 6baaT npeue-
HeHu 1 fa 6bAa nocnefBaHy OT MyNTUAUCLUNANHAPEH NOAXOS
B CneuuanmsnpaHmn LeHTPOBe, KakTo Helle npenopbyaHo Hamno-
cnenbk.'*8488 CrolHocTTa Ha TO3M noaxop 6elue gokasaHa. 8%

Mpepnarat ce pasnnyHW NPOTOKONN 3a GaMUNEH CKPUHUHT
npw KepTBu OT BHe3anHa cMbpT.'*?! Te3n npoTokonm 06UKHO-
BEHO CJlefiBaT CTbNaNOBMAEH NOAXOS, 3aN0UBaliKu C NO-eBTUHN
1 NO-NPOAYKTUBHW M3CNefBaHNA U NPOAbIIXKaBaNKN C fOMbA-
HUTeNHW n3cneaBaHNA Ha 6a3aTa Ha HavyanHaTa HaxofKka M Ha
damunHaTa aHamHe3a.”' KoraTo Bb3 OCHOBA Ha HannMuMeTo Ha
CTPYKTYPHU UMK efleKTprYeckn NpoMeHn ce nofosnpa AageHa
AmnarHo3sa, TpAbBa Aa ce cnasu cTaHAapTHaTa npoueaypa 3a au-
arHoCTMKa Ha cycrnekTHaTa 6onecr.

MpeunsHoTO cHemaHe Ha aHamHe3a e MbpBaTa CTbMKa 3a
nocTuraHe Ha MOCT-MOPTEM AMarHo3a, NpeALwecTBallo akTUB-
HOTO M3y4YaBaHe Ha ufieHoBeTe Ha pammnuaTa. KoraTo xepTBa-
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Ta e Mnaga, poKycwT TpAbBa fa 6bAe BbpPXY KapAmoMuonaTim
1 KaHanonatuu. lNpenopbyBa ce oueHKa 3a npegynpeauTenHu
CbpAeYHM CUMMATOMM (BKNIOUYNTENHO CMHKOMN UAK ,ennnencna”),
3ae[iHO C U34yepnaTesiHO NPoyyYBaHe Ha obcToATeNCTBaTa OKOJNIO
CMBPTTa U CbOMPAHETO HA aHTE-MOPTEM KIUHWUYHW KapAnono-
rMYHWN M3cneaBaHuA.

Korato xepTBarta e >40 rognHu, TpAbBa Aa ce Hanpasu npe-
LieHKa 3a Hannume Ha puckosu dpaktopu 3a CAD (Hanp. akTUBHO
VAN NacMBHO TIOTIOHOMYLLEHE, ANCUNONPOTEUHEMNUA, X1Mep-
TOHVA 1N Aunabet). JonbnHUTEeNHo TpAbBa fa ce nmpocnean
POAOCNOBHOTO AbPBO A0 TPU NOKONEHMA 3a perucTprmpaHe Ha
BCMUKM C/lyYamn Ha BHe3amnHa CMbPT 1 CbpAeyHyn 3abonasaHna.™
TpAbBa fa ce nonoXaT ycunmA 3a NonyyaBaHe Ha cTapu mMeau-
UWHCKM JaHHW N/Mnn NocT-MopTem mscneasanus. [Mpuopuret-
HO TpsA6Ba fa ce u3cneaBaT CEMeNHN YIeHOBE CbC CUMMTOMM,
npegnonaraliy Hann4yme Ha CbPAEYHO CbCTOAHME, KaTO CUMHKOM,
nannuTauum Unmn rpbaHa 6oska.

lpenopbyBaHaTa OCHOBHA OLEHKa Ha POAHUHM NO NbpBa
JINHUA Ha XepTBa Ha BHe3anHa CMbPT e WlCcTpupaHa B Tab-
auya 4. TMpw nunca Ha gnarHo3a B CEMeNCTBOTO, MHOIO Manku
Jeua TpabBa Aa 6bAaT CKPUHMPAHM MUHMMYM C U3xoaHa EKT n
exoKkapguorpama. Tbi1 KaTo MHOTO OT Hac/leACTBEHNTE apUTMO-
reHHy 6051eCTu ca XxapakTepusmpar ¢ Bb3pacTOBO-3aBMCMMa Ne-
HeTpaumsA 1 HEeMb/HA eKcnpecrs, No-MIaan UHAMBUAN TPA6BA
Ja 6baaT NognoXKeHW Ha nNpocsiefsaBaHe Ha paBHU UHTEPBa.
be3cMMnTOMHM 1 HaNbAHO NOpacHanM Bb3pPacTHM MOraT Aa oT-
nafHaT oT HabnoeHNEeTO, aKo He Cce NOABU CUMMTOMATVKA Un
HoBa nHdopmauuma 3a damunmata.

Mpu cbMHeHWe 3a HacleACTBEHa apUTMOreHHa 6onecT, Hai-
[06PUAT M3TOYHMK HA MHPOpPMaLMs ca NpobuTte 3a JHK oT n3-
BbpLUEeHaTa MOJIeKY/IHa ayToncmA Ha »epTearta. [pu Hannumne Ha
MONOXKUTENEH Pe3ynTaT, Ha UNIeHOBETE Ha CEMENCTBOTO TpsAbBa
[a ce NpeasioXKn Bb3MOXKHOCT 3a NpeACcKka3Ball reHeTUYeH CKpu-
HWHT NO KacKageH HauuH. ,[TpaBo Aa He 3Ham” 1 Bb3MOXHOCT 3a
OTKa3BaHe Ha MOJIeKyNIeH CKPUHVHT TPAGBa fa ce BKAYMN Npu
BCEKM KOHTAKT C POAHWHM, KOWTO Lenn npeasapuTenHo nHdop-
MUpaHe.

CTpaHa, Npy POAHUHM Ha nnua cbe SUDS nnn SADS, 6e3 KnnHny-
Ha Hacoka KbM cneunduyHa 6onect cnep KIMHWYHaTa OLEHKa,
He TpsAGBa a ce NPaBy FreHETUYEH CKPUHMHE Ha ronisima rpyna
reHn. Toea e ocobeHo BanuaHo npu ciydam Ha SIDS, korato
MOJIeKyfiHaTa ayToncua paskpuea Mo-HUCKO obpemeHsBaHe C
60necT Ha NOHHWTE KaHanu B cpaBHeHue ¢bc SADS u B Te3u
CJlyyam no-4ecTo ce cpella CnopaanyHa reHeTMYHa 6onecT Kato
NpUYMHA 33 BHe3arnHa CMbpT.

3.4.3. CKPVHUVHI NPV NaLMeHTN C AOKYMEHTNpPaHN
NAN CYCNEKTHU KaMmepHU apuTtMunm

3.4.3.1. KnuHuyHa aHamHesa

Mannutauun (MNK ycelaHe 3a BHE3AMHO YCKOPEHWU CbpAeYHM
yAapw), NPeCHHKON 1 CMHKON ca TPUTe Hall-BakKHU CUMNTOMA,
KOWTO M3MCKBAT CHeMaHe Ha u3yeprnaTtesiHa aHamHesa U Mo
Bb3MOXHOCT AOMBJIHATENIHWN M3CNeABaHUA 3a M3KJloUBaHe Ha
Bpb3Ka C KamepHu aputmun (KA). Mannutayuute cBbp3aHu ¢
KamepHa Taxukapaus (KT) 06MKHOBEHO MMAT BHE3anHoO Havyano/
Kpal 1 moraT fa foBeaaT Ao NPeCcUHKoN 1/unu cuHkon. Enuso-
JMTe Ha BHe3amneH Konarc cbc 3aryba Ha cb3HaHue 6e3 npepy-
npexgeHue TpsbBa fa NOpoan CbMHeHMe 3a Gpaguaputmum
unu KA. CHKOMBT, KOWTO HAacTbNBa Mo BpeMe Ha U3TOWMNTENHO
dm3nyecko HaToBapBaHe, B cefjALLO MOSIOXKEHME UMK MO Bpeme
Ha nexaHe no rpbb TpAbBa BUHArM Ja NopoAn CbMHeHWe 3a
CbpAeyHa NPUYMHA, OKATO APYr CUTYaLMOHHN CbOUTMA MOXe
Aa HacouaT KbM Ba30-BaraneH CMHKOM Wiy NOCTypasnHa XmrnoTo-
HUA.%2 CUMNTOMMU, CBbP3aHU C MOANEXKALUM CTPYKTYPHU CbpLey-
HY 6onecTn, KaTo rpbAeH ANCKOMPOPT, ANCTHEA U NecHa yMopa,
MOXe [la ca Hanuue u TpAbBa Aa 6baaT TbpceHu. B oueHkaTa
Ha nauMeHTW, CycnekTHW 3a Hanuume Ha KA, Tpabea pa 6baat
BK/OYEHUN NOAPOOHN NpoyyBaHWA Ha damuiHaTa aHamHesa 3a
BCC v npuem Ha nekapcTBa, BKIIOUYNTENHO 13MON3BaHNTE [O3M.
MNMonoxunTtenHata cemeliHa aHamHe3a 3a BCC e cuneH He3aBrucMm
npeavKTop 3a nogammeoct kbM KA 1 BCC.>7>8 Bbnpekn ye du-
3UKaNnHOTO M3CneABaHe PAAKO UMa pasKpuBalla CTONHOCT, TO
MOXe MOHAKOra Aa fafe LieHHU HaCoKMN.

Ta6nv||4a 4: [narHoCTU4YeH Noaxopn npu yieHoBe Ha CemMmencTBOTO Ha KepTBU Ha BHe3amnHa Heo6ACHMMa CMBPT UNN BHE-

3anHa pUTbMHa CMDBbpPT

MNopxop, Deincrene®

CHeMaHe Ha aHamHe3a n d)I/I3VI- + JIMyHa KNMHMYHa aHaMHe3a

KaneH cTatyc + (QamunHa aHaMHe3a C HaCOYEHOCT KbM cbpaeYvHu 6onecTn unm BHe3anHa CMBPT

EKT + TecT c HaTOBapBaHe
« CurHanHo-ycpepHeHa EKI

+ HavanHa 12-kaHanHa ECG B cTaHAAPTHU U BUCOKW MPEKOPANANTHY OTBEXAAHNSA
« 24-yacoBa ambynatopHa EKI (XonTep)

- [poBoKaTvBeH TECT C aiManuH/pnekaviHmg (Mpy CbMHeHNe 3a CHAPOM Ha Brugada)

O6pasHa cbpAeyHa AnarHoctnka | « [iByusmepHa exokapanorpadusa n/mnm CMR (c nnm 6e3 KoHTpacT)

[eHeTUYHO TecTyBaHe

« HacoueHo MONEKYNAPHO TECTyBaHe N reHeTUYHa KOHCYyNnTauna npu KNNHNYHa cycnekyna sa cneumd)mqﬂa 6onect
+ HacouBaHe Kbm TPETUYEH LEHTDP CneunannsnpaH no oueHkKa Ha reHeTuKaTa Ha apuTMunTe

CMR = cbppeyeH marHnTeH pesoHaHc; EKIN = enektpokapanorpama.

a I'IpenopbKMTe B Ta3un Tabnuua ce 683VIpaT Ha KOHCEHCYC Ha TO3M NMaHes OT eKcnepTn, a He Ha JaHHN, KOUTO NOYMBaT Ha flOKa3aTesiCTBa.

Mpw nunca Ha 6MoONOrMYHK MPO6M OT MOYMHANUA YOBEK,
MOXe [la ce 06CbAN HAacoUeH MOMeKyeH CKPUHUHE cpel poa-
HVHWTE NO MbPBa JIHKA, KOTaTo MMa CbMHEHME 3a Hafinume Ha
HacneacTBeHa 6onect npu uneHose Ha damunuaATa. OT gpyra

3.4.3.2. HeuHsa3us8Ha U UHBA3UBHA OUEHKA

CraHpapTtHa 12-kaHanHa EKI B nokon moxe pa paskpve npu-
3HaUN Ha HacneAcTBeHM HapyuweHuma cebp3aHm ¢ KA un BCC,
KaTo KaHanonatum (LQTS, SQTS, cuHapom Ha Brugada, CPVT) n
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HevHBa3nBHa ouyeHKa npu NauneHTN CbC CyCneKTHN

VAN U3BECTHU KaMepHU apuTMuUK a npoueaypa

Mpenopbkn

Knac?

Huso®

UsT

12-kaHanHa EKI B nokoi

12-kaHanHa EKI B nokon ce npeno-
pbuBa NPU BCUYKM MALUEHTH, Kou-
TO ce oueHsBar 3a KA.

EKI-moHutopupaHe

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

MpenopbuBa ce pekopAep Ha
CbpAeYHN CbOUTUA, KOraTo CUMII-
TOMUTE Ca CMopajuyHy, 3a Aa ce
YCTaHOBM Janu Te ca MpuYnHeHu
OT MPEXOAHUN apUTMUIN.

NmnnanTtupyemun loop-pekopaepu
ce MpenopbyBaT, Korato CUMMTO-
MUWTe, Hanp. CMHKOM, ca cnopaguny-
HW 1 CyCcneKTHU 3a BPb3Ka C apuT-
MU N KOrato B3aMMOBpPbD3KaTa
CUMNTOMATUKA-PUTBM HE MOXKe Aa
ce YCTaHOBM C KOHBEHLMOHAaNHU
LMarHoCTUYHU MeToAMN.

SA-ECG ce npenopbyBa 3a nopo-
6pABaHe Ha AMarHocTukata Ha
ARVC npwu naumeHntun ¢ KA nam npu
Te3n, KOUTO HOCAT PUCK OT pas3su-
TVe Ha XmnBoTto3acTpaluasalm KA.

Pa6oTHa npo6a

PaboTHa npoba ce npenopbyBa
npy Bb3pacTHU naumeHTn c KA,
KOWTO Ca C yMepeHa unm no-ronsama
BepoATHocT 3a CAD no Bb3pact unun
CUMNTOMM, C LieN NPOBOKMPaHe Ha
NCXeMUYHU NpomMeHun unm KA.

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

PabotHa npoba Tpsabea Aa ce vma
npensuy 3a oLEeHKa Ha OTroBopa KbM
MeAVKamMeHTO3Ha Mnn abnaunoHHa
Tepanua Npy NaumeHT! ¢ U3BECTHa
MHAYUMpaHa npuv ycunve KA.

93

94

95

96, 97

98

929

kapanomuonatun (ARVC n XKMIM). Apyrun EKT napameTtpu, nog-
CKa3BalLM Moanexalla CTPyKTypHa 6onect, BknouBaT 6eapeH
6510K, aTpno-BeHTpuKynapeH (AV) 6510k, kKamepHa xunepTpodua
1 Q-3b6UKM OTroBapsALLM Ha MCXEMUYHA OBONECT HA CbPLIETO UK

HenHBa3unBHa oLeHKa NP NALNEHTUN CbC CYCNeKTHU
NV N3BECTHU KaMepHU apuTMUM a npoueaypa
(MpoowxeHue)

Mpenopbku Knac® | Huso? | UsT

O6pasHa AuarHocTuka

Exokappunorpadusa ce npenopbusa
npwv BCUYKN NALMEHTN CbC CYCneKT-
Ha nnm nseectHa KA 3a oueHKa Ha
JIK dyHKLMA 1 OTKpMBaHe Ha CTPYK-
TypHa CbpAeyHa 6onecr.

100,
101

Exokapauorpadua 3a oueHKka Ha
JIK v K ¢yHKUMA 1 OTKpUBaHe Ha
CTPYKTYypHa CbppaeyHa bonect ce
npernopbyBa NPy NaunMeHTn ¢ BU-
COK PUCK 3a pa3BUTME Ha CEPUO3HMN
KA nnn BCC, kaTo Te3u ¢ gunata-
TUBHA, xunepTtpoduyHa unn [OK
KapavomuonaTva, npexusenute
OCTbP MUOKapAeH WMHGapKT wuan
POACTBEHMLM Ha NaUMEHTW C Ha-
cneacTBeHn 6onecTyt CBbp3aHu ¢
BCC.

100

Pa6oTHa o6pa3Ha npoba (cTpec-exo-
Kapavorpapua unu nepdysmoHHa
cumHTurpadums, SPECT) ce npenopby-
Ba 33 OTKPMBAHE Ha TuXa MCXemus
npwv naumeHTy ¢ KA, KonTo ca ¢ yme-
peHa BepoaTHocT 3a CAD no Bb3pacT
W cMMNTOMM, U Npy KouTo EKT e no-
Manko 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 UCXemua NpW NauneHTn C
KA, KouTo ca ¢ ymepeHa BepoAT-
HocT 3a CAD no Bb3pacT unv cumn-
TOMM 1 ca GY3NYECKM HECTOCOBHN
fla HanpaBAT CUMNTOM-IMMUTUPA-
Ha paboTHa npoba.

103

CMR vnu CT TpsibBa fa ce uma npeg-
BuA npu nauveHtn c KA, korato
exokappavorpaduaTa He jaBa TOUHa
oueHka Ha JIK n K ¢yHkuma n/mwnm
OLIeHKa Ha CTPYKTUPHUTE NPOMEHMW.

2Knac Ha npenopbKuTe.

"HuBO Ha fOKa3aTeNCTBEHOCT.

U3TOUHMK(LM) NoAKPeNALL (M) NpenopbKUTe.

ARVC = apuTmoreHHa fecHokamepHa Kapanomuonatusa; CAD = Kopo-
HapHa apTepuanHa 6onect; CMR = cbpfeyeH AAPeHO-MarH1TeH peso-
HaHc; CPVT = KaTexonamuHepryyHa nonMmopdHa KamepHa Taxukapaus;
CT = komnioTbpHa Tomorpadus; EKI = enektpokapanorpama; JIBb = nas
6eppeH 6nok; JIK = neBokamepHa; K = gecHokamepHa; SA-ECG = cu-
rHanHo ycpefHeHa EKI; BCC = BHe3anHa cbpaeyHa cMbpT; SPECT = epu-
HWYHO-POTOHHA EMUCUOHHA KOMMIOTbPHA Tomorpadus; KA = kamepHa
aputmusa; WPW = Wolff-Parkinson-White.

nHdUNTpaTMBHa KapavommonaTua. EnekTponutHy HapyweHus
1 epeKTUTE Ha Pa3INYHM NleKapcTBa mMoraT Aa AoBefat Ao pe-
nonapunsauMoHHN MPOMeHN n/mnn paswrpasaHe Ha QRS-kom-
nnekca.
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NHBa3nBHa oLeHKa npu NayeHTN CbC CYCNeKTHN nnn
N3BeCTHN KaMepHu apuTtmMmnn

Mpenopbku Knac® | Huso® UsT

KopoHapHa aHrnorpadums

KopoHapHa aHrunorpadua tpabsa
fla ce uMa NpeABWA 3a YCTaHOBA-
BaHe WNW UW3KNIOYBaHE 3HauyMma
o6¢TpykTuBHa CAD npwu naymeHTn
C xuBoTo3acTpawasawm KA wnm lla 104
npu npexusenn BCC ¢ ymepeHa
WM No-ronAMa BEPOATHOCT 3a Ha-
nuune Ha CAD no Bb3pacT n cumn-
TOMMU.

EnekTpodusnonornyHo nscnegsate

EnekTpodumsmonornyHo  umscnep-
BaHe npu nauveHntn c¢ CAD ce
npenopbyBa C Len AUMarHocTnyHa
oLleHKa NPV NauMeHTU C NPeXNBAH
MUOKapaeH UHaPKT CbC CMMMTO-
MW CYCMEKTHU 3a KaMepHW Taxua-
pUTMUK, BKIOYATENIHO ManmnmTa-
LW, NPECUHKOM W CUHKOM.

EnektpodunsmonornuHo  uscneg-
BaHe NPU NauMeHTH CbC CUHKONM ce
NpenopbYBa, KOraTo ce Nogo3mpart
6paAnapuTMUM UK TaxnapuTMnm
Bb3 OCHOBA Ha cuMnToMuTE (Hanp.
nannuTayum) uan pesyntatute ot
HEeMHBA3MBHATA OLEHKa, 0CO6eHo
npy NauueHT CbC CTPYKTYpHa
cbpaeuHa 6onecr.

EnektpodusnonornyHo nscnensa-
He MoXe fa ce MMa npeasua npu
andepeHumnanHaTa AmMarHosa Ha
ARVC 1 fobpokauyecTBeHaTa Taxu-
Kapausa ot RVOT unu capkoungosa.

2Knac Ha npenopbKuTe.

"HuBO Ha AOKa3aTeNCTBEHOCT.

U3TOUHMK(UK) NoaKpenALL(M) NpenopbKuTe.

ARVC = aputmoreHHa aecHokamepHa Kapanomuonatus; CAD = kopo-
HapHa apTepuanHa 6onect; RVOT = gecHoKamepeH U3XOfeH TpaKT;
BCC = BHe3anHa cbpAeyHa cmbpT; KA = KamepHa aputMmums.

Pa6oTHaTa EKI ce npunara Hai-4ecTo 3a OTKpMBaHe Ha TUXa
ncxemusa Nnpy Bb3pactHy naumeHTn ¢ KA. HenpoabnmxkutenHa KT
npw HaToBapBaHe ce cbobLyaBa Npu 61130 4% oT 6e3CMMNTOM-
HW 1L Ha CpefHa Bb3pacT 1 He e CBbp3aHa C noBuLeHa obLa
cmbpTHOCT.'%8 Mpo6aTa c HaTOBapBaHe NPU aapeHepPruyHo-3a-
BUCUMW PUTBMHU HAPYLUEHWSA, BKIIOYUTENHO MOHOMOPdHa KT
n nonumopdoHa KT, Hanpumep CPVT, e nonesHa 3a AgnarHocTnu-
HW LIeNM 1 3a OLeHKa Ha OTroBopa KbM TepanusaTa. PaboTHaTta
npo6a Npu NauneHTU C XUBOTO-3acTpawaBawy KA moxe ga
JoBefle 10 apUTMUM Hanarawy KapanoBepcusi, MHTPaBeHO3HO
(i.v.) npunoxeHme Ha MeAVKaMeHTN UM pecycumnTaLus, HO BCe
nak ga 6bhe HanoXuTenHa, 3alWoTo e No-gobpe Aa npeansBu-
Kame apuTMUMTE U ja OLLlEHUM PUCKa B KOHTPONUPAHW YCII0BUS.
Ta TpsAbBa Aa ce M3BbPLUBA NPU He3abaBHA HANIMYHOCT Ha pe-
CyCLMTALMOHHA TeXHMKa U 0byuyeH nepcoHann.

YcTporicTBaTa 3a NMPOAB/KMTENEH WU UHTEPMUTEHTEH
3anuc B ambynaTopHM yCioBUA MOraTt fa NOMOrHaT 3a CBbp3-

BaHeTO Ha cMMNTOMaTuKaTta C nosBa Ha aputmuA. MoraTt ga
6bAaT YCTaHOBEHW M enn30AW Ha TXa MUOKapAHa MCXEMUA.
MNMopxoaAwo e n3non3eBaHeTo Ha 24- o 48-4acoB HenpeKbCHaT
XonTtepoB 3anuc, KoraTo ce 3Hae N1 NOA03NPa, Ye apuTMMUATa
ce NoABABa MOHe BeAHbX AHEBHO. [pn cnopaagnyHn ennsoaun
Mo-rnofe3Hn Cca KOHBEHLUWMOHANIHUTE PeKopAEePW Ha CbouTua,
3all0TO MO3BOMABAT fAa Ce NPaBAT 3anucy C ronaMa NpPoAbII-
XKUTENHOCT. UMnnaHTupyemmTe NogKoXHMN YCTPOWCTBA, KOUTO
No3BONABAT MPOABIKMUTENIHO MOHUTOPUPaAHE Ha CbpAevHMA
PUTBM 1 3anMcBaHe Ha CbOWTKA 3a Neprog OT FOAUHMW, MoraT
[a NpaBAT 3annc Npu akTMBMpPaHe OT cammA NauueHT Unmn aB-
TOMaTMYHO NO NpeABapuTesIHO 3aAafeHn Kputepun. Te morat
Aa 6bAaT MHOIO MOJMIe3HN 3a JMArHOCTUKa Ha CEPUO3HMN Taxu-
aTUTMMKM 1 BPaZMapUTMUN NPU NALUEHTU C XKUBOTO-3acTpa-
WaBawy CMMNTOMM, KaTo CMHKoM. HoBuTe ,MHXeKkTupyemn”
loop-peKkopaepun He M3UCKBAT KOHBEHLMOHaNHa XUPYypruyHa
noAroToBKa.

CurHanHo-ycpeaHeHata EKI (SA-ECG) nopobpsaBa oOTHO-
LIEeHNEeTO CMTHaM:WyM Ha NoBbpPXHOCTHaTa EKI, Taka ve B Kpas
Ha QRS-komnnekca moraT Aa 6baaT uaeHTUPUUMPAHN HUCKO-
aMNINTYAHW curHany (Ha MWKPOBOJSITOBO HMBO), HapuyaHu
,KbCHI noTeHunann”. KbCHUTe noTeHUmManu coyat obnacTn Ha
abHoOpMeH MMnoKapa ¢ 6aBHO NpoBexaaHe, cybcTpaTHa aHoMa-
NINA, KOATO MOXe Aa NO3BONN Bb3HUKBAHE Ha KaMepPHU pUeH-
Tpu-Taxnaputmmnn. SA-ECG ce npenopbusa 3a andepeHunanHa
AMarHo3a Ha CTPYKTYPHU CbpheyHmn 6onectu, kato ARVC, npu
nayneHnTn c KA.

ExokapguorpadusTa e Hali-uecTo M3non3BaHaTa obpasHa
ANarHoCTMKa, 3aloTo, B CpaBHEHWe CbC CbpAeYHUA (AAPeHO-)
MarHuTeH pesoHaHc (CMR) n cbppeyHata KOMMIOTbPHa TOMO-
rpadus (CT), TA He e CKbNOCTPYBaLLa, AOCTbIHA € U OCUTypABa
TOYHa AMarHo3a Ha MMOKapPAHW, KNanHW 1 BPOAEHW CbpAEYHMN
3a6onsaBaHus, cBbp3ann ¢ KA n BCC.'%° lombiHuTenHo, npu no-
BeYeTo NnauneHTn Moxe fa 6bae HanpaBeHa oueHKa Ha JIK cuc-
TonHa QYHKLMA 1 permoHanHata cbkpatmmoct. CnefoBaTeniHo,
exoKapamorpaduaTa e nokasaHa npuv naumeHTn ¢ KA, cycnekT-
HY 3a CTPYKTYPHO CbpAeyHO 3abonaBaHe, 1 Npv NOArpynu na-
LMEeHTN C BUCOK PUCK OT pa3suTue Ha cepnosHa KA nnm BCC,
KaTo Te3un C AunaTtaTuBHa, XunepTpodryHa uim JecHokamepHa
(AK) kapanommonaTiv, NaurMeHTn NpexnBenn oCTbp MUOKap-
AeH MHPaPKT N1 POAHUHM Ha NaLNEHTN C HaCIeiCTBEHMW Hapy-
weHnA cebp3aHm ¢ BCC. KombuHaumaTa oT exokapauorpadus
1 paboTeH unu GpapmMakonornyeH CTpec-TecT (YeCcTo HapuyaHa
,CTpec-exo”) e NpunoXuma npu n3dbpaHa rpyna naymeHTn cbe
cbMHeHme 3a KA, npoBoKuMpalla ce OT UCXeMus, 1 KOUTO He ca
NnoaxoAALLM 3a GU3NYECKM YNPaKHEHWA WA MMAT MPOMeHeHa
EKI B nokow, KoAaTo orpaHnyaea TouHocTTa Ha EKI 3a oTkpuBsa-
He Ha ncxemus.

HanpeabksbT npn CMR HanpaBu Bb3MOXHa OLEHKaTa He
CaMo Ha CTPYKTypaTa, HO 1 Ha dyHKUMATa Ha 6MeLloTo CbpLe.
OTtnnyHaTta obpasHa pesonouna nonyyaBaHa CbC CbBPeMeHHa-
Ta anapaTtypa Nno3Bo/fABa TOYHA KOJMYECTBEHA OLeHKa Ha Ka-
mepHuTe obemu, JIK maca 1 kamepHata ¢yHKUUA. ToBa MMa 0Co-
6eHa CTOMHOCT NpK NauneHTn cbe cycnekTHa ARVC, npu kouto
CMR ocurypsaBa otnuyHa oueHka Ha [IK pasmepu, GyHKLMA U
pervioHanHa CbKpaTuMOCT.

CT no3sonaBa ToYHO M3MepBaHe Ha JIK o6emu, n3tnackea-
wa ¢pakuma 1 maca, a pesyntatute ca CbusMepumMm € Te3n oT
CMR, Ho ocurypsABa AOMbAHNUTENHO U CEFMEHTHO 1306pasaBa-
He Ha KOpOHapHWUTe apTepun, OT KOETO MOXe Aa Ce Hanpasu
OLleHKa Ha cTeneHTa Ha KanumHo3aTa. CT Ha cbpLeTo MoXe Aa
Ce 13non3Ba nNpv n3bpaHun NaLmeHTH, KOraTo He € Bb3MOXKHa KO-
NMyecTBeHa exokapanorpagpcka oLeHKa Ha CbpAeUHnNTe CTPYK-
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Typu, a CMR He e goctbneH. C CT nnn apyru obpasHu meToam
MoraT fja 6baaT OTKPUTU aHOMaNMN Ha KOPOHaPHUTE apTepPUK.

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 npoBOKMpaHa oT cxemus, Kou-
TO He MoraT fja U3NbAHABAT GU3NYECKMN YNPaKHEHNA nan umat
EKI npomeHn B NOKON, KOUTO HamManABaT TOYHOCTTa Ha EKI 3a
OTKpKMBaHe Ha ncxemma. TouHa KonmnyecTBeHa oleHKa Ha JIKOU
e Bb3MoxHa ¢ EKI-cuHxpoHusnpaHa (gated) paguoHyknupHa
aHrnorpadua (MUGA [multiple-gated acquisition] ckeH) n moxe
fa 6bje nonesHa Npv NaUMeHTH, KOraTo He e Bb3MOXXHO eXo-
Kapaunorpadcko nsmepBaHe.

KopoHapHaTa aHrmorpa¢ua urpae BaxkHa AMArHOCTUYHa
ponA 3a yCTaHOBABAHE WM N3KNI0YBaHE Ha HaNyme Ha CUTHU-
duKaHTHa 06cTpyKTMBHA CAD NpU NaLuMeHTu C X1BOTO-3acTpa-
waawa KA nnun npexmnsenn BCC.

EnektpodusmonornyHo nscnepsaxe (EON) c PVS ce nsnons-
Ba 3a IOKYMeHTMpaHe Ha nHayumpyemocTTa Ha KT, HacouBaHe
Ha abnauuATa, oLeHKa Ha puUckoBeTe OT pekypeHTHa KT unu
BCC, oueHKa Ha 3arybaTa Ha Cb3HaHVe nNpuv n36paHn NaymeHTm
C apuTMUK, NOJO3MPaHN KaTo NPUYMHA, U NpeLeHKa Ha noka-
3aHuATa 3a ICD-Tepanua. MNMonsata ot EOU Bapupa B WMPOKK
rpaHuLM B 3aBUCMMOCT OT BMAA M TeXKeCTTa Ha nognexatiarta
cbppeyHa 60M1ecT, HAIMYMETO UM OTCHCTBUETO Ha CMOHTaHHa
KT, cbnbTcTBalLaTa lekapCcTBEHa Tepanusd, U3Non3BaHnua npo-
TOKON 3a CTUMYNauma N MACTOTO Ha CTUMynauua. Han-Bucokun
HMBa Ha MHAYKLMA 1 Bb3NPOM3BOANMOCT ce HabnohasaT npu
nauneHTn cnep MuokapaeH UHGapKT, a npenopbKuTe 3a yno-
Tpeba B nof6paHmM Ciyyan ca JafieHn B TO3M AOKYMEHT.

Mpw n3cnepBaHeTo Ha naumeHTy ¢ KA B noBeyeTo LIeHTPO-
Be ce npwunaraT oceM KamepHu ctumyna B [IK Bpbx c Bogely
umkbn mexay 600 mc n 400 mc, npar, paBeH Ha yABOEHUA Au-
acToneH npar, ¥ NPOABMKUTENIHOCT Ha umnyncute 0.5-2 mc,
KaTO MbpBOHAYaNHO ce BbBEXAAT efVH A0 TPU KaMepHU eK-
cTpacTumyna. To3m TecT moxe fAa 6bae NOBTOPEH MO Bpeme
Ha uHY3mMa ¢ mnsonpotepeHon.''® MpexaeBpeMeHHOCTTa Ha
eKcTpacTUMynuTe ce yBennyaBa Ao NocTuraHe Ha pedpakrep-
HOCT MW MHAYKLUMA Ha MOCTOAHHA KaMepHa Taxnaputmus. Toi
KaTo Ma BEPOATHOCT NpexAeBpeMeHHa KaMepHa CTUmynaumsa
C MHOIO KpaTbK UHTepBan Ha KynnupaHe fa uHgyumpa KM, a
He moHomopdHa KT, pa3ymHO e, ako 3a MO3WTUBEH pe3ynTaTt
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 noeTtopu B JK usxopeH TpakTt (RV outflow tract,
RVOT) nnwn B JIK.

EOU moxke fia ce n3nonssa 3a AOKYMEHTMpPAHE Ha pUTbMHa
NpryYrHa 3a CMHKON 1 TpsA6Ba fa ce N3Mos3Ba 3a UANOCTHa Au-
arHoCTMKa Ha cMHKona. MNon3aTta e Hal-ronAma Npu NaLneHTn ¢
CAD u JIK pucoyHkuma. EOU moxe pa ce n3nonsea u 3a [OKY-
MeHTUPaHe N1 NPoBOKMpaHe Ha bpagunapuTMun nnu AV 6510k,
KoraTo ApyruTte nscnefBaHna He ca ganu gedrHUTUBHA MHPOP-
Mauma. lnarHoctmyHaTa My CTOMHOCT Bapupa B LUNPOKM FpaHu-
uu, B 3aBMCMMOCT OT nofbopa Ha naumneHtute,"" n e HUCKa npu
NUMCa Ha CTPYKTYpHa 6onecT Ha cbpueTo unu abHopmHa EKT.
Mpwv NaureHTV CbC CUHKOM, XPOHMYeH 6eapeH 610K 1 MOHMXe-
Ha u3TnackBaua ¢ppakuma (< 45%) KT moxe fa 6bae nHayumpa-
Ha no Bpeme Ha EOU B o 42% ot cnyvauTe. Mpu naumeHTn cbe
cvHKON 1 6egpeH 610K panwmBo-HeratneHoto EQU e vecto.'?
EOW moxe fa npoBokMpa HecneunduyHy TaxmapuTMmUyHmu oT-
roBOpu Npu NaumeHTn cbe 3anaseHa JIK yHKLmA, KOUTo HAMAT
CTPYKTYpHa CbpfeyHa bonect.

Monsata ot EQW 3a onpepensHe Ha NporHos3ata M Ha-
COYBaHe Ha TepanuATa Npu NayueHTn C KapanomMmonaTum u
CMHAPOMM Ha HacneACTBEHA MbPBUYHA apUTMMA ce obCcbXxaa
B pa3genu 7 n 8. Hakpatko, EOU nma mAcTo npu naymeHTm
c ARVC"3M% yay IKMN,® Ho He gonpuHaca 3a ugeHTuduka-
LUMATA Ha BUCOKOPMCKOBY NauveHTu npu XKMIM (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 CTPYKTYpPHa CbpaedHa 6o-
necT n ocobeHo cbe 3HaumMma JIK ancdyHKumaA e 3acTpalumTen-
HO ABneHne. HenoctoaHHa KT npu Xontep moHUTOpUpaHe,
CUMHKON M CTPYKTYpHa CbpheyvHa 60necT ca BUCOKOUYYBCTBU-
TEeNHU NPeANKTOPM 3a Hannume Ha uHayumnpyema KT. CuHkonbT
B CbyeTaHUe CbC cbpfeyHa 60necT U NoOHMXKeHa n3Tnackealla
dpaKkuma nokasBa BMCOKA CKIIOHHOCT KbM peuunanBupaHe u
CMBPTHOCT,'?! fopu 1 Npun HeratTueHM pesyntatu ot EOU. EOU
e nonesHo npu nauynenTn ¢ JIK gucoyHkuma, gbxaula ce Ha
npeplwecTBaly, MMokapaeH nHbapKT (M3tnackeawa dpakuyma
<40%), HO HAMA BUCOKA YYBCTBUTENTHOCT NPY NAaLUEHTHN C He-
ncxemMmnyHa Kapavomuonatua. MHaykumaTa Ha nonumopdHa
KT nnn KM, ocob6eHo ¢ arpecnBH/ CTUMYNALNOHHU TEXHUKN,
He e cneunduuHa. NMpu CAD anarHocTMyHaTa NPOAYKTUBHOCT
MoXe fa gocturHe 50%.

Queypa 1 wnocTpupa npepnaraHUA AMArHOCTUYEH an-
ropUTbM MPK MNALWEHTU, KOUTO Ca MPEeXMUBenum npekbcHat
CbpAeYEH apecT, JOKAaTO NOAXOABT KbM CbpAEeYEH apecT Ha
¢doHa Ha cneyndrYHM CHCTOAHMA € onuncaH B pasgenun 5-12.
Ownnalin mabnuya 3 npepcTaBa Bb3npreTaTta HOMeHKNaTypa
npuv cnomeHasaHe Ha KA B To3u fokymeHT."?2 3cneasaHuATa,
pa3KpuBawy cneunduyHy 3a pasnnyHuTe 601eCTU HaXOAKM,
ca fapeHn nofgpobHo B OHAalH mabauya 4.

4. Tepanus npv KamepHu
apuTMun

4.1. JleueHune Ha NOANEKALLOTO CbPAEYHO
3abonABaHe

DyHOameHTaneH acnekT B ycnewHoTo feyeHne Ha KA u npe-
BeHUMATa Ha BCC e epeKTMBHOTO OBnajABaHe Ha nogne-
XKawmTte 6onecTt N NpuApyKaawmuTe cbcToaHmA. OcTpoTo
BNOLWaBaHe M NPOrpecuUBHUAT ynagbk Tpabea Aa ce n3bar-
HaT npu Te3n cbcToAaHuA. MpuapyxaBawmte 3abonasaHuA,
ynecHABalM NPOBOKMPAHETO UM AONPUHACALLM 3a pa3Bu-
TMeTO Ha cy6CTpaT, KOWTO MpaBU NPOAbIKMTENHA AajeHa
KA, Tpa6Ba cbwo fa 6baaT nocTaBeHU Noja KOHTpon. Jleye-
HMEeTO Ha cbpAeyHnTe 6onecTn NpeTbPNA 3HaYMTENHA NPO-
MAHa cnejl NpoBeXAaHeTo Ha NIOJOTBOPHM M3NUTBAHMA Ha
AHTMAaPUTMUYHK NnekapcTBa u ICD. T KaTo BEpPOATHOCTTA
3a MoBTapAHe Ha TaKkMBa U3NUTBaHWA e Manka, Tepanes-
TUYHUTE M3BOAU OT OPMUTrMHaNHUTE u3cneaBaHuA TpAabBa
fJa 6bAaT NpurofeHn Kbm CbBpemeHHUTe ycnoBuA. Hesa-
BUCMMO OT TOBa, CbBPEMEHHOTO NleYeHne Ha noanexalymre
CbpAeyYHO-CbAOBU BonecTn TpabBa fa 6bAe ONTUMM3NPAHO
(cboTBeTHMTe Npenopbku Ha ESC mor ga 6bAaT HamepeHu
Ha agpec http://www.escardio.org/Guidelines-&-Education/
Clinical-Practice-Guidelines/listing).
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KnuHnyHa aHamHe3sa
« AHrMHa NeKTopuc NN HeJOCTUr Ha Bb3ayX

« EKI" no Bpeme Ha Taxvikapaua

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

v

A

MeavKaums)

JIKOW = neBokamepHa n3tnackealwa ppakuyms; NSTEMI =
STEMI =

OcTpa ucxemnsa EKT KepTBu Ha BHe3anHa cMbPT
(STEMI, NSTEMI) Exokapaunorpama + AyToncua B konabopauusa ¢ natonosu
g::,m’_liza " +Mpo61 OT KPBB 1 ThKaHN

- MonekynapHa cnea MakpoCKOMNcka aytoncus

Apyra npexoaHa
NpUYNHa, Hanp.
- lekapcTtBa
« Enektponutn aHaMHe3a?
- [pbaHa Tpasma « MpeanoxeHue 3a GaMUIHO KOHCYNTVPaHe 1 NoAKpena
+ HacouBaHe 3a damunHa Kapauonornuta / BCC oueHka
CnelHa aHruorpama
1 peBackynapu3sauma v ¢ v
n Cycnekuua 3a CTPyKTypHa Cycnekuua He ce otkpuea
pemaxBaHe
Ha npexopHaTa cbpaeyHa 6onecr 3a HacnepCTBeHa cbpaeuHa 6onect
npuunHa W BPOAEHU cbpAevHn 6onectn apuTMoreHHa 6onecr
Bropuuna (Hanp. crabunta CAD, nan
fMpeBeHLnA Ha BCC capkouao3a, KapauommonaTus
(ACEi, Gera-6nokepu, aopTHa KnarnHa 6onect, IKMIM)
CTaTuH,
/I'Ipeueuka \ aHTVITpOM6OL|VITHI/I * T
3a CbpAie4HOCHA0BMN cpepcTsa) |
6Gonectu I'IosropHa OLeHKa
CEKT Ha JIKOU [lonbnHTenHa oueHKa Npu naunenTa, B T.4.p
6-10 cegmuuy « Ctpec-TecT, 48-h XonTtep
« Exokappviorpama / CMR
cnep cb6uTNETO + O6cbxaaHe Ha KopoHaporpadua
+ AHamHesa « HacousaHe Ha NaLeHTa KbM CrieLjnansvupanm LieHTpoBe
« ipyru Tectose 3a OLleHKa Ha p1CKa, KaTeTbpHa abnauwa, Meankauwma n ICD
- MpoBokaLwa ¢ nekapctea, 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 )

v

1

! « JleueHue Ha nognexaiara
: cbppeyHa 6onect (Hanp.

0 KrnarHa Kopekuus,
1
1
1
1

« OueHka Ha pucka ot BCC

3KnMHMYHa aHaMHe3a 3a rpbAHa 60/1Ka, IUCMHEA U CUMNTOMM CBbP3aHMN C HAKON CbPAEUHY CbCTOAHWA U GaMUTHUTE AaHHW.

PHyxpaTa OT AONBAHMTENHN TECTOBE 1 OLEHKM Ce PHKOBOAM OT HauanHaTa OLeHKa 1 CyCNeKTHOTO CbpAeUYHOCHA0BO 3a6onaBaHe.

ACEi = aHrMoTeH3nH-KoHBepTMpaLY eH3um nHxmnbutopu; CAD = KopoHapHa apTepuanta 6onect; CMR = cbpfeyeH mariuteH pesoHaHc; CT = KomnioTbpHa Tomorpadus;
JKMIM = punataTtueHa Kapanomuonatus; EKI = enektpokapanorpama; EOU = enektpodusmonornyHo nscnepsare; ICD = umnnaHTupyem kapamoseptep gepubpunatop;
MUuoKapaeH nHbapKT 6e3 enesauna Ha ST-cermerTa; BCC = BHe3anHa CbpAeyHa cMbpT;

MroKapAeH MHdapKT ¢ eneBauma Ha ST-cermeHTa; TEE = TpaHce3odareanHa exokapavorpadus; KM = kamepHo mbxaeHe; KT = KamepHa Taxukapaus.

|

CneundunyHo neyeHve [la ce uma npepsua

« [eHeTVyYHO TecTyBaHe nosyyaBaHe
« DamuneH CKPUHUHT Ha BTOPO MHeHne
BbPXy NpuunHata 3a KT/KM

« OueHKa Ha pyicka ot BCC

Qurypa 1:

4.2, GapmakoTepanus npu KamepHa
apuTMmA N 3a NpeBeHLnA Ha
BHe3anHaTa cbpaeyHa CMbpT

4.2.1.06w noaxopn

MN360pbT Ha noaxopgsdwa Tepanua 3a oBnagABaHe Ha KA u 3a
npeseHuus Ha BCC ce dokycnpa Bbpxy aputMusaTa, npuapyKa-
BalMTe MeAULMHCKA CbCTOAHUA, KOUTO MOraT Aa gonpuHecaT
3a U/unn ga oboCTPAT apPUTMUATA, PUCKa, NOPOAEH OT apPUTMU-
ATa, N OTHOLUEHMATa PUCK-MOJ3a NPW NOoTEeHUMaNHaTa Tepanus.
Moaxo4bT KbM KIMHUYHO NPOABEHATa apUTMUA MOXKe Aia BKIHO-
4y cnupaHe Ha BUHOBHUTE MPO-apPUTMUYHN NleKapCTBa (BUXKTe
pa3gen 12.5) n nogxoasalla aHTMapUTMMYHa Tepanua C nekap-
CTBa, UMNNAHTUPYEMM YCTPOWCTBa, abnaumsa nnn xmpyprus. 3a
cneundryHM yKasaHUA OTHOCHO dapmakoTepanuaTa, BUXKTE
TeKCTa M TabnuuuTe C NpenopbKMUTe NpU pasfnyHUTe Nnokasa-
HWA, faAEHN B NOAPOBHOCTY B MO-HATaTbLWHM pa3feny Ha Tesun
npenopbKu.

HOvarHoctnyeH aJIrTOPUTDHM NPU NMNAaUNEHTU C NPOADBIXKUTENNHA KaMepHa TaXnkKapana Wi KaMepHO MbXAeHe.

4.2.2. AHTapUTMUNYHW NleKapCcTBa

C usKknoyeHne Ha 6eTa-6nokepuTte, HaNMMYHUTE NOHACTOALLEM
aHTUMAPVTMUYHW IEKaPCTBa He ca NoKasanu eGeKTUBHOCT B paH-
AOMM3MPaHN KIMHUYHU n3nuteaHua (randomized clinical trials,
RCTs) BbpXy MbPBUYHOTO JleUeHNE Ha NaLUeHTU C KMBOTO-3a-
cTpawasawy KA nnu npeseHumAta Ha BCC. OTtpenHn npoyu-
BaHMA C aMVOAaPOH Ca NoKasanu NoNoOXUTENHN pe3ynTaTi, HO
TOBa He e NOCToAHHO fABfeHune.'?>1?* Kato Hain-o6wo npasuo,
aHTMAPWUTMUYHKTE CpeAcTBa MoraT Aa 6baat eGeKTUBHM KaTo
AOMbJIHUTENIHA Tepanua NPV fIeYEHNETO Ha NaLUeHTH, NogJaTIv-
BW Ha apUTMKA, B KOHKPETHW cuTyauun. lNMopaay noteHumanHmu-
Te HebnaronpuATHN ePeKTN Ha aHTUAPUTMUYHUTE NIEKapCTBa,
Te TpA6Ba Aa 6bAAT M3NON3BaHM C MOBMLIEHO BHUMaHUe. B To3u
pa3gen ce npasu nperneq Ha dapmakoTepanuATa 3a KA ¢ uen
npesBeHUMs Ha peungusmupalya KT (Tabauya 5).

BcAKko nnekapCTBO Kpue 3HaumMTeNeH NoTeHuMan 3a NpruymHA-
BaHe Ha HeXenaHy CbOnTWA, BKNIOYMTENHO NpoaputMma. MHo-
ro NpoAaBaHy CbPAEYHMN 1 HECHPAEYHMN NeKapCTBa NPUYMHABAT
cnHycoBa 6pagukapauna n AV 610K, HAKOW HapyLuaBaT NPOBOAN-
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Ta6nvu.|a 5: AHTI/I-apIIITMI/I'lHI/I JieKapCcTBa HA/INYHU 34 JieYeHVe Ha KaMepH apuTMnu B noBe4yeTo EBPOHGI‘I'ICKI/I CTpaHn

AHTn-aputmnyin  MepopanHa
Aosa
(mg/day)®

NeKapcTBa (knacno

YecTn unm BaXxKHmn
HeXeNnaHu peaKkumnm

MokasaHna

c‘pre‘lHlﬂ NpoTMBONOKa3saHNA N npeaynpexaeHnsa

VEUTLELRHIET B

MynmoHanHa ¢u1bpo3a, Xxmnotupeonau-
CbCTOAHUA M MPUAPY»KaBALLO JleYeHre CBbP3aHo C yabkaBaHe Ha QT-
3bM W XUNEPTUPEOUAN3bM, HeBpoNaTuK,
UHTepBan; HacneacTBeH LQTS; cuHycoBa bpaankapama (0CBeH ako He e
oTrnaraHns B KOpHesTa, GOTOUyBCTBUTEN-
AmuogapoH (111 200-400 KT, KM HanuLe cbpfeyeH apect); 6onecT Ha CMHYCOBUA Bb3en (ako He e Hanuue
HOCT, IPOMEeHM B LIBETa Ha KoxaTa, Xena- Lo
neiicMenKbp); TeXKM HapyLleHnsa Ha AV npoBexpaaHe (ako He e Hanuue
TOTOKCMYHOCT, CWHycoBa Gpaawkapauns, L
neficMenkbp); aekomneHcrpara CH unu kapanommonatns
yabmkaBaHe Ha QT-nHTepBan 1 paako TdP.
Texka cuHycoBa bpaamKapama 1 6onecT Ha CUHYCOBKA Bb3en (ako He e
BbpoHxocnasbm, XWMOTOHWA, CHUHYCOBa PVC KT Hanuue nefcmerikbp); HapylleHna Ha AV npoBeXjaHeTo (ako He e Ha-
BeTa-6nokep (Il) PasnnuHa | 6pagukapaua, AV 610K, ymopaemocrT, fe- LQlTS " | nuue neicmeiikbp); ocTpa dpasa Ha MUoOKapAeH MHOAPKT (fa ce u3baresat
npecus, CeKCyanHun HapyLeHua. npu 6paavkapana, XunotoHus, JIK HeaoCTaTbYHOCT); AeKOMMEHCMPaHa
CH; aHrnHa Ha Prinzmetal.
HeraTBHO MHOTpOMHO [eicTBNe, pas- L
TexKa 60necT Ha CUHYCOBWA Bb3eN (aKo He e HanuLe Nencmenkbp); Tex-
wupABake Ha QRS komnnekca, AV 610k, KW HapyLlueHua Ha AV MpoBOAMMOCTTa (aKo He e Hanuue nencMenkbp);
Ownsonupamug (I1A) 250-750 | npoaputmua (MpefcbpAHO TpPenTeHe, KT, PVC Py P o
TEXKW HapylleHNA Ha BbTpeKamepHaTa NPOXOAMMOCT; MpepLlecTBall
MmoHomopdHa KT, paako TdP), aHTuxonm-
MuoKapaeH nHdapkT, CAD; CH; HamaneHa JIKOW; xunoTtoHus.
HepryHn edpexTu.
HeraTmBHO MHOTPOMHO AeiCTBUE, pa3- IvchyHKUMA Ha CMHYCOBMA Bb3en (ako He e Hanue neiicmenkbp); M/
wupsaBaHe Ha QRS Komnnekca, AV 610K, TpenTeHe, (Npy n1nca Ha NpuApYKaBaLLy AV-6oKMpaLLy cpeacTsa); Tex-
CUHycoBa 6paavkapaua, MpoapuTMuA KV HapyLueHWsA Ha AV NpoBOAMMOCTTa (ako He e HanLie NeiicMenKbp); Tex-
OnekaviHupg (IC) 200-400 | (npeacbpaHO TpenTeHe, MOHOMOPHa PVC, KT KV HapyLLeHUA Ha BbTpeKamepHaTa NpoBOAVMOCT; MPEXMBAH MUOKapAeH
KT, pagko TdP)noBuweHa 4ecToTa Ha nHapkT; CAD; CH; HamaneHa JIKDW; xeMogyHaMNUYHO 3HAUMMU KanHu
CMBPTHU CNyYan cref MUOKapAeH WH- nopouy; cuHApom Ha Brugada; HacnepcTeeH LQTS (pasnuueH ot LQTS3);
dapkKT. NpUAPY>KaBaLLo JleYeHNe CBbP3aHO C yAbKaBaHe Ha QT-MHTepBan.
IMchyHKLMA Ha CUHYCOBMA Bb3e (aKO He e HanuLie NeincMerKbp); TeXKK
Tpemop, Au3apTpus, BUEHe Ha CBAT, rac- Lo
HapyLueHnaA Ha AV NpoBOAMMOCTTa (aKo He e HanuLe NelicMenKbp); Tex-
MekcuneTuH (IB) 450-900 | TpoMHTeCTMHaNHN HapyweHus, xunoto- | KT, LQT3
Ka CH; HamaneHa JIKODW; HacnepcTeeH LQTS (pasnuuer ot LQTS3); npu-
HWA, CuHycoBa bpaankapava.
Npy>KaBalLLo leyeHne CBbP3aHo C yabKaBaHe Ha QT-uHTepBan.
TexKa 6onecT Ha CUHYCOBYA Bb3eN (aKo He € HanuLie NeificMeiiKbp); TEXKI
06pvB, MManr1a, BacKyauT, XUNOTOHWA, L
HapyLLeHVA Ha AV MPOBOAMMOCT (aKo He e Hanuue NeiicMenkbp); TEXKN
MpokanHamug (1A) 1000-4000 | nynyc, arpaHynouutosa, 6paavkapaus, KT
HapyLLeHVA Ha BbTpeKkamepHaTa NPOBOAMMOCT; Npe/LlecTBall M1UOKap-
yAbmKaBaHe Ha QT-uHTepsan, TdP.
neH uHdapkT; CAD; CH; HamaneHa JIKOWY; xunoToHws; cuHapom Ha Brugada.
Texxka cHycoBa 6paanKapana 1 AMCHYHKLUMA Ha CUHYCOBWA Bb3en (ako
HeratmBHO MHOTpOMHO feicTBUe, rac- He e Hanuue nercmeiikbp); MIM/TpenTeHe (Mpy NMNca Ha NPUAPYXaBaLum
TPOVHTECTUHAMHU HapyLUeHUsA, pasLin- AV-6r10KMpalLn cpeacTBa); TeXKN HapyweHus Ha AV-NpoBOAMMOCTTA
ABaHe Ha QRS-komnnekca, AV 6nok, @Ko He e Hanuue neiicMenKbp); TEXKN HapyLLEeHNA Ha BbTpeKamepHaTa
MponadeHo (IC) 450-900 [P | eve k| ! Pl Py pekamep
CUHycoBa 6pagvKapaus, MpoapuTMuA NPOBOAVMMOCT; NpeALecTBaly MuokapAeH nHdapkTt; CAD; CH; HamaneHa
(NpeacbpaHO  TpenTeHe, MOHOMOpPdHa JIKOWY; xeMofMHaMMYHO 3HaUMM KaneH Mopok; CHAPOM Ha Brugada;
KT, pagko TdP). HacnepcTeH LQTS (pa3nuueH ot LQTS3); npuapy»aBaLyo neyeHune cebp-
3aHO C yabxaBaHe Ha QT-uHTepBan.
l[afeHe, Anapus, CnyxoBU U 3pUTENHU KT, KM Texkka 60n1ecT Ha CYHYCOBYA Bb3e (aKo He e HanuLie NencMenKbp); TEXKN
HapyLeHs, 06bPKaHOCT, XWUMOTOHUA, S éTS ! HapyLeHnsA Ha AV NPOBOAMMOCT (aKo He e HanuLe Neincmeiikbp); TeXKN
XuHnguH 600-1600 | TpOMOGOLMTONEHNS, XEMONUTUYHA aHe- e o'\;‘ ha HapyLLeHNA Ha BbTPeKaMepHaTa NPOBOAVNMOCT; Npe/LIecTBaLl, MUOKap-
MU, aHadpunakcua, yabmKkaeaHe Ha QRS- Brup h AeH uHdapkt; CAD; CH; HamaneHa JIKOU; xunoToHus; HacneacteeH LQTS;
Komnnekca n QT-nuHtepsana, TdP. 9 npuApY»aBaLlo eyeHne CBbp3aHo ¢ yabMxaBaHe Ha QT-nHTepBana.
BuieHe Ha cBAT, rafieHe, 3anek, X1NoToHNA,
FACTOMHTECTVHANHM HADYLIGHWS, TaBo TexKa cuHycoBa bpaavKapana 1 6onecT Ha CUHYCOBUA Bb3en; Texka CH;
PaHonasuH (IB) 750 -2000 P Py ! LQTS3b HacnepcTeH LQTS (pasnuueH ot LQTS3); npuapy»asalyo neyeHune cBbp-
6onvie, 0bpuB, CUHycoBa GpaanKapaus,
3aHo c yabxasaHe Ha QT-uHTepBana.
yabmkaBaHe Ha QT-nHTepBana.
TexKa cMHycoBa 6paanKkapaa 1 6onect Ha CMHYCoBUA Bb3en (0CBeH ako
He e Hanuue neiicMenKkbp); HapyLweHua Ha AV NpoBOAKMOCTTa (aKo He e
Cotanon (lll) 160-320 | KakTo npu gpyrute 6eta-6nokepu n TdP. | KT, (ARVC)® Lvl . P); Hapy X POBOJ .
Hanuue neiicmenkbp); Texkka CH; aHrHa Ha Prinzmetal; HacnepcTaeH LQTS;
NpUAPY>KaBaLLo leyeHne CBbP3aHo C yAbiKaBaHe Ha QT-uHTepBana.
. Texxka cMHycoBa 6pagvKapana 1 60necT Ha CUHYCOBUA Bb3en (0CBEH ako
HeraTnBHO MHOTPONHO AeicTBMe (0cobe- . .
He e Hanuue neficMenKbp); TeXKN HapyleHna Ha AV NpoBOAMMOCTTa
HO NPpU NaumeHT ¢ HamaneHa JIKOW), 06- | JIK dpacum- L
(ako He e Hanunue neiicmeiikbp); 0cTpa pasza Ha MUOKapAeH MHPapKT (Aa
Bepanamun (1V) 120-480 | puB, racTPOWHTECTVHANHW HapyleHus, | KynapHa
ce n3barga npu bpapnKkapana, XMMNOTOHNSA, NNeBOKaMepHa HeAOCTaTbY-
XWUMOTOHUA, CUHYCOBa bpaankapaus, AV | Taxukapana
6nok. KT HocT); CH; 3Haunmo HamaneHa JIKDU; npefcbpaHO TpenTeHe Unu MbXae-
e He CBbP3aHO C AOMbJIHUTENHW NPOBOAHM MbTuLwa (Hanp. WPW cuHapom).

MM = npeacbpaHo mbxaeHe; ARVC = apuTMoreHHa ieCHOKaMepHa Kapauomuonatus; AV = aTpmo-BeHTprKynapHo(a); CAD = KopoHapHa apTepuanHa 60o-
nect; CH = cbppeyHa HepgocTaTbuHOCT; LQTS3 = cnHapom Ha yabmkeH QT-uHtepsan tun 3; LQTS = cuHpapom Ha yabmkeH QT-uHtepsan; JIK = nasa kamepa/
nesokamepHa; JIKODU = neBokamepHa n3tnackeatia ¢ppakums; PVC = kamepHa ekctpacuctona; SQTS = cuHApom Ha ckbceH QT-nHTepBan; TdP = Torsade de
Pointes; KM = kamepHo mbxaeHe; KT = kamepHa Taxukapaus; WPW = Wolff-Parkinson-White.

@ B Ta3u Tabnnua ca fafeHn NeKapcTBEHUTE JO3M NPU Bb3PaCcTHU.

b panonasut e 0fl06peH camo 3a IeYeHNEe Ha XPOHMYHA CTabuHa aHrHa. 3abenexere, ye Npy cneLUdUYHN CbCTOAHNA Ce U3MON3BAT Pa3NUYHN [O3U.

€ Cotanon e nokasaH npu ARVC, Ho ynoTpe6arta My e noctaBeHa nog Bbnpoc.
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MOCTTa B cucTtemata Ha His-Purkinje n npegussuksat AV 6510k
unun 6eapeH 610K, AOKATO APYrX yAb/XKaBaT KamepHaTa peno-
napusauma n QT-uHtepsana. Taka aHTUaPUTMUYHUTE NeKapCTBa
MoraT MoTeHUManHo fa NpeAm3BMKaT XKMBOTO-3acTpallaBallyu
KamMepHU TaxmapuTMmmu, nogobHo (HO € NO-BMCOKa YecToTa) Ha
HAKOW He-CbpAeYHOCHAOBM NeKapCTBa, KOUTO CbLO MoraT Aa
yabmkat QT-nHTepBana unmn aa 3abaBAT BbTPEKaMePHOTO Npo-
BexpgaHe.125126

3HaueHVe 3a KapanonosnTte nma GakTbT, Ye aHTUapUTMUY-
HWTe cpeAcTBa OT Knac IA (KaTo XMHWUAWH, AM30Nupamng), Kou-
TO 6MOKMpaT HaTPMEBWA TOK, 6IOKMPAT 1 Gbp3aTa KOMMOHEHTa
Ha KbCHUA KOpurmpawy Kannmes TOK M MO TO3U HauMH mMoraT ja
yabmkat QT-uHTepBana. Mo Ta3u npruyrHa e NybnnKysaHo npe-
aynpexpaeHvie oTHOCHO ynoTpebata Ha 6510kepy Ha HaTpreBUTe
KaHanm npuv naymeHTy, KOUTO NpuemaTt CPefACcTBa, yabKaBaLlm
QT-nHTepBana, WM 3acerHatn oT reHeTUYHO yHacnegeH LQTS.
Hanocnepbk obaue, 6elle AeMOHCTPUPaHO, Ye HAKoW Griokepu
Ha HaTpueBnA TOK (MPeAUMHO OT Knac IB, KaTo MeKcuneTuH, 1
knac IC, KaTo ¢pnekavHug) MHXnMbMpaT akTUBHO 1 MaKCMManHus
HaTpueB TOK, M KbCHaTa KOMMOHEHTa Ha HaTpueBKA ToK. Mo To3un
HauMH Te MoraT Aa npeam3BuKaTt ckbcABaHe Ha QT-nHTepBana
npv nauveHTn ¢ LQTS Tvn 3, T KaTo Tasmn popma ce npuym-
HABA OT MyTauuK, YCUNBAWM KbCHUA HaTpues Tok.'” Mo Ta3u
npuynHa, Te3n NeKapcTea MoraT fa ce MMaT NpeABnuf C Len CKb-
caBaHe Ha QT-mHTepBana npu nauyueHtn ¢ LQTS tmn 3 (BuxTe
pasgen 8.1). lanu nekapcTBeHO-NPefN3BUKAHOTO yabKaBaHe
Ha QT-uHTepBana v Apyru reHeTUYHW BapnaHTu Ha LQTS pearu-
paT CbLLo Ha 6510KepPU Ha KbCHUA HATPUEB TOK CbC CKbCABaAHE Ha
QT-nHTepBana BCe OlLe e HeN3BEeCTHO.

Hanocneabk, eAHO repmaHCKO Npoy4yBaHe, W3MON3BaLLo
aKTUBHO HabniofeHne, cbobLlaBa 3a YecToTa Ha MefuKameH-
To3HuA LQTS, Bogely ao torsade de pointes (TdP), okono 3.2 Ha
eAviH MUIMOH Jywn rognwHo.'?® Cnepn npeueHKa, ye gageHa KA
MOXe fia Ce Ab/KN Ha Tepanua C ,aHTUAPUTMUYHO” CPeacTBo,
Bb3MOXHaTa NprYMHaABaLILa Tepanua Tpabea Aa 6bae cnpsaHa 1
Za 6bae npoeegeHo nogxoaawo EK-npocneassane.

Mpepsug pesyntatute ot Cardiac Arrhythmia Suppression
Trial (CAST),’?° nokasBaly NOBULIEHNE HA CMbPTHUTE Cllyyau
1 HedaTanHMA cbpaeydeH apecT (7.7%) cpep maumeHTW C npe-
XMBAH MUOKapAeH NMHPapKT, NeKyBaHW C eHKauHug unu ¢ne-
KauHug, cnpAmo nnauebo-nekyBaHuTe nauveHTn (3.0%), bewe
u3pafeHo NpoTMBONoKasaHue 3a ynotpeba Ha knac IC 6nokepu
Ha HaTpueBWTe KaHanu cnef MuokapaeH uHdapkT. MNpoTtuso-
nokasaHuneTo Gelle paswWwmpeHo C Apyru Knac | aHTMapuTMmnYHm
CpepncTBa, 3aLl0To Te, MaKap Ye He MOBULIABAT CMbPTHOCTTA, KO-
rato ce M3non3BaTt 3a HamansABaHe Ha apUTMUYHMA TOBAp Npu
NauMeHT C NPeXUBAH MMoKapAeH UHGAPKT, He ca foBenu Ao
HaManABaHEeTO 1 (3a M3TOYHMLM 1 OBCHKAAHE Ha pe3ynTaTuTe,
BVXKTe pa3gen 5).

YnotpebaTta Ha nekapcTBa Npu CMHAPOMM Ha HacNeACTBEHA
nbpBuyHa aputMuna (LQTS, SQTS, cuHgpom Ha Brugada) n kapawn-
omMuonaTnn e N3BbH opuLManHUTe NOKasaHUA 3a CbOTBETHUTE
nekapcTBsa.

4.2.2.1. bema-6n0okepu
MexaHn3MbT Ha aHTUapUTMMYHaTa edUMKACHOCT Ha GeTa-6no-
KepuTe BKJIlOUBa KOMMNETUTUBHA GeTa-agpeHopeLenopHa 6no-
KaZa Ha onocpeAcTBaHW OT CUMNATMKYyCa NYCKOBY MEXaHW3MM,
KoeTo 3abaBs CMHycoBaTa YecToTa, U BEPOATHO MHXMOULKMA Ha
JOMbJIHUTENHOTO KanuueBo ocBoboXgaBaHe OT praHoAWH pe-
LenTopHUTE KaHanw.

beTa-6nokepute NoTUcKaT ePeKTUBHO KaMEPHUTE eKCTpa-
cncTonu n apuTMmnn, Kakto 1 BCC npu pasnnyHu cbpaeyHn 3a-

6onaBaHVA Npu NauneHTn ¢ n 6e3 CH. Beta-6nokepuTe ca edek-
TUBHM M MO NpUHUMN 6e30MacHM aHTUAPUTMUYHU CPEenCTBa,
KOWUTO 6s1Xa CUMTaHM 33 OCHOBEH e/leMEeHT Ha aHTMapPUTMMYHaTa
nekapcTBeHa Tepanus. Hanocneabk obave eanH HayyeH pernc-
Tbp Ha 34 661 NauneHTN C MMOKapPAEH MHPAPKT C efleBauma Ha
ST-cermeHTa (STEMI) unn 6e3 enesauyma Ha ST-cermeHTa (non-
STEMI, NSTEMI) ycTaHOBW, Ye Npu NAUMEHTX C ABa WX NoBeye
puckoBu pakTopa 3a WOoK (kaTo Bb3pacT >70 roguHu, Cbpaey-
Ha uvectota >110 ya./MWH., CUCTONHO apTepuanHO HanAaraHe
<120 mmHg) pUCKBT OT CMBPT € 6UN CUrHNGUKAHTHO NO-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 NbpeBu 1M360p
npv neyeHneTto Ha KA n npeseHumATa Ha BCC.

4.2.2.2. AmMuo0dapoH

AMMOZAPOH MMa WWNPOK CNEKTBbP Ha AEeNCTBMA, KOWTO BKIOYBA
6noKafa Ha AenonapusmpalymTe HaTpueBy NOTOUM U Ha Kanu-
€BUTEe KaHanu, KOUTO MpOBeXAaT penosiapuaupall ToK; Tesu
LencTBUA MoraT Aa MHXnbmpat nnm ga npekbcHaT KA upes nos-
NsABaHe Ha aBTOMaT/3Ma U PUEHTPU-MeXaHN3Ma.

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

MeTa-aHanus, BkntouBaly 8522 nauneHTn cnef MUOKapAeH
UHGAPKT unun cbe cuctonHa CH paHgoMm3npaHmn fa nonyvyasaT
ammofapoH unu nnauebo (KOHTponHa rpymna), nokassa, Ye Ha
Bcekn 1000 naumeHTH, NnekyBaHn C aMMOfapoH, ca NpefoTepa-
TEeHW 5 cyyasa Ha CMbBbPT MO BCAKAKBU NPUYNHW, 24 cnyyan Ha
CbpAEYHO-CbAOBA CMBPT 1 26 Clyyas Ha BHe3anHa CMbpT.'>
AbconioTHaTa pefyKuMA Ha pYcKa OT CMBbPT NO BCAKAKBa Npu-
ymHa ¢ 1.5% He gocTura cTaTuCcTnyecka 3Ha4MMOCT.

XPOHUYHOTO NPUNOXKEHNE Ha aMNOAAPOH € CBbP3aHO CbC
CJIOXKHW JleKapCTBeHN B3aMMOLENCTBMA Y MHOXECTBO HeXe-
NaHU M3BBbHCBPAEYHM peaKkuuy, BKAOYBALWM LWMTOBMUAHATA
XKJe3a, KoxaTta 1 noHsAkora 6enute gpoboBe 1 yepHUa Apoo.
Heobxoanm e penoBeH KOHTPON Ha 6enute apobose, YepHUs
Apo6 n TpeonpaHata dyHKuUMA. Mo npaBuno, KONKOTO No-gbi-
ro npoAbikaBa TepanuATa 1 KOJIKOTO MO-BUCOKa e Jo3aTa Ha
aMMOLapOoH, TOSIKOBA MO-TOJIAMa € BEPOATHOCTTA HeXenaHuTe
edeKTV Aa fJoBedat [0 CNMpaHe Ha JieKapcTBOTO. B cpaBHeHme
c nnaue6o, 10% oT nauneHTMTe, paHAOMM3NPaAHW a Nofy4yaBat
aMMOAapOoH, ca cnpenu Tepanuara.'3

4.2.2.3. Comanon/d-comanon
PauemnyHaTa dopma Ha coTanon, UHXMOMTOp Ha 6bp3aTa Kom-
MoHeHTa Ha 3abaBeHUA KopurMpaly Kannes TOK, MpUTExaBall
6eTa-6noKMpalym CcBONCTBa, Nnotncka epekTneHo KA. Cotanon
MOXe fa ce n3non3ea 6esonacHo npv nauveHtu ¢ CAD,'3413> ako
HamaT CH. Hanpumep, B npoyuBaHe npu 146 naumeHTn C npo-
abmxkutenHn KA n ICD, cotanon e Hamanumn CUrHNPUKaHTHO Yec-
TOTaTa Ha peunanBrpaHe Ha NPOABIKUTENTHNTE KaMePHU TaXu-
apuTMMM B CPaBHeEHME C HUKaKBa aHTUAapPUTMUYHa JleKapCTBeHa
Tepanus, Ho He e Noao6pPUN NpexmnesemocTTa.'36

OcBeH TOBa, eHO NpoyyYBaHe ¢ d-coTanon, YNCT MHXNOUTOP
Ha 6bp3aTa KOMMOHEHTa Ha 3abaBeHNA KOpUrupaLy Kaanes TOK,
npwv 3121 naumeHTn ¢ JIK auchyHKUMA cneg MmokapaeH MHpapKT
e CNpAHO NpeXxAeBpPeMeHHO, NopaAn NOBULIEHWE Ha CMbPT-
HOCTTa B rpynaTa nekyBaHu c d-cotanon naumeHTn [RR 1.65 (95%
Cl 1.15, 2.36), P = 0.006], BepoATHO nopaan KaMepHu npoapuT-
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MUK, BNPEKHM Ye ca LOKYMEHTUPaHN MHOTo MasbK 6poi ciyvan
Ha TdP.'¥” Taka ue coTanon He TpA6Ba Aa ce U3NoM3Ba NPY Te3n
nauuneHTn, ocBeH Npu nmnnaHTnpaH ICD. YnoTtpebaTa Ha aHTU-
APUTMUYHM [O3M COTANON Hanara BHAMATEIHO MOHUTOPUpPaHe
¢ EKI, ocobeHo npu naumneHTn ¢ HACHK MHAEKC Ha TeflecHa Maca
UM HapyLeHa 6b6peyHa GyHKLMA.

4.2.2.4. KombuHupaHa mepanus

[aHHuTe 3a KOMO6VHUPaHa Tepanusa C aHTUAPUTMUYHUN CPeaCTBa
Ca OCKbAHM M TakMBa KOMOWHaUMK TpsibBa Aa GbaaT CBefeHU
[0 NauneHTy, MPW KOUTO ca 13npobBaHu ApYry BUAOBE aHTUa-
PUTMUYHO NneveHre (BKIOUMTENHO aHTUAPUTMMYHA MOHOTepa-
nuA € pasfiMYyHN CPeAcTBa, aMMOAAPOH U KaTeTbpHa abnauus),
6e3 3340BONNTENTHO NOTUCKaHE Ha enn3oanTe Ha aputmus. Mpu
naumeHTn ¢ yecta KT ca nanonssaHn KOMOMHaLUM OT BroKepu
Ha HaTpueBWTe KaHanu 1 6nokKepu Ha KanvesuTe KaHanu (Hanp.
MEKCUNETVH U COTanon uan amvmodapoH u dnekanHua/npona-
$eHOH), 06MKHOBEHO MpPKY NaUUEHTU C YecTu peunamnem Ha KT,
Kouto umart gedpubpunatop. beta-6nokepHata Tepanus B KOMO6U-
Hauwma C aMmrnofdapoH HamansaBea 6pos Ha lWwokoseTe oT ICD; Bbnpe-
KW TOBA, HEeXeNaHW peakuuy MoraT Aa AoBefat Ao CnvpaHe Ha
nekapcTearta npu 3HauUTeneH 6poi naumeHT.'>® PaHonasuH e
13non3BaH B KOMOVHaUWA C APYry aHTUAPUTMUYHUN CPeACTBa 3a
noTnckaHe Ha KT B ciiyyain Ha pedpakTepHOCT KbM NekapCTBeH
cpencTea.’*® Heob6xoanmo e BHUMATENHO crieqeHe Ha EKI v cbp-
JeuHaTa QyHKUMA 3a OTKpMBaHe Ha Bnowagawa ce JIK dyHkums
N/Mnn NPU3HaLUM Ha NPOAPUTMUA NPU TaKMBa NaLNEHTU.

4.2.3.lMaumeHTN C KapguosepTtep aepnbpUnaTop
MHOro naumeHTV C MMNNAHTMpPaH KapanosepTtep Aedpunbpuna-
TOp Ce neKyBat ¢ 6eTa-6510Kkepy 3a CBEXAaHE [0 MUHUMYM Ha
noaxogAwmTe (MOTUBUPaHUTE) 1 HenoaxoaAlwmTe (HEeMOTMBU-
paHuTe) Hamecu Ha ICD. MNMauuneHTn C NOBTapALWM Ce WOKOoBe OT
KapavoBepTep gedubpunatopa MmoraT ga MMaT nossa oT npemu-
HaBaHe KbM COTasloN 3a MOTUCKaHe Ha NpeAcbpAHaTa apuTMuA,
KakTo 1 KA.'® Cotanon obaue Tpabea aa 6bae m3bArsaH npm
nauneHTn ¢ TexKo notucHata JIK ¢yHkuus. Tolh KaTo MHOrO OT
Te3U NauveHTU UMaT HapylleHa 6bbpeuHa dyHKUKA, No-edek-
TMBHaTa KOMOVHaLUA Ha aMMOAapPOH ¢ 6eTa-6nokepu Mmoxe aa
ce npeanoyete npeg cotanon.'8

AHTVAapUTMMYHaTa fleKapCcTBeHa Tepanus HNKOra He e NokKa-
3aJ1a ACHO HaMansABaHe Ha BHe3arnHaTa pUTbMHa CMbPT Npu na-
LMEHTH, KOUTO Beye ca Npexusenn xmportosacTpawasaiya KA.
Bce nak, npu nauueHT c npekapaH MmrokapaeH UHGapKT 1 npu
nauneHT cbc CH ammopapoH HamanaBa YyecToTaTa Ha TakuBa
aputMun'?3124133 1 ce nprema, ye NEKapCTBOTO AENCTBUTENTHO
npegnara n3BecTHa NpoTekumna cpewly ceprosHa KA npu nauym-
€HTWTe, KOUTO Beye ca MManu Taknea CbouTnA. MoHmKaBaHeTo
Ha CMBPTHOCTTA OT apuTMUKN 0baye He U3rnexaa CBbP3aHo C
MOHMXaBaHe Ha obLlaTa CMbPTHOCT, @ HeXenaHuTe peakuum
KbM aMUOAAPOH HamManaBaT AOMbJIHUTEIHO Mon3aTa oT fieye-
HMeTo. He3aBMCMMO OT TOBa, NPY NauneHTn ¢ umnnaHtupax ICD,
amnopapoH, ocobeHo B cbuyeTaHue ¢ H6eTa-b6nokepu, HamansBea
CUrHNGUKAHTHO NHTEpBEHUUMTE Ha ICD.'38

Mpu naumeHTn ¢ ICD, KONTO MMAT NAPOKCU3MANHO W XPO-
HMYHO NpeacbpaHO MbxaeHe (MM) c 6bp3a cbpaeyHa YecToTa
U HEMOTMBUPAHN LIOKOBE OT KapauosepTep Aedumbpunatopa,
KOHTPONBbT Ha 6bp3vA KamepeH OTroBOP KbM npefcbphHaTta
TaXMapuUTMUA MMa BaXkKHO 3HaYeHVe 1 B TO3W CiTyyaid MoXe Aa ce
NPUIOXN BHUMAaTENIHO KOMOUHMpaHa Tepanusa ¢ 6eTa-6nokep
N/Mnn He-JUXNAPONUPUANHOB KasLMeB aHTaroHUCT. AKO TA He
e [OCTaTbyHO edEKTMBHA, OT NMosi3a Moxe Aa ce 6bae ammopa-
poH. Ako dpapmakonornyHata Tepanusa unm abnauuaTta Ha MM ce

oKaxe HeedeKTMBHA, NPy U3bpaHu cilyyanm Moxe Aa ce Hanoxmu
abnauyma Ha AV Bb3ena.

4.2.4.EnekTponntu

MprnoXxeHMeTo Ha Kanui 3a Bb3CTaHOBABaHE Ha HOpPManHUTe
HVMBa B KpbBTa MOXe fa nosnvAe 6naronpuatHo cybcTparta,
yuyactsawy B KA. MNpunoxeHneTo Ha marHesni Moxe no cneym-
drYeH HaunH ga notucHe Taxmaputmmm tun TdP. Enektponut-
HMTe HapyLIeHNA ca YecTn Npu naumneHTn cbc CH, ocobeHo npu
Te3n npremalln BUCOKWN A03M KalnN-CbXpaHABALM ANYPETU-
un. Hanocneabk, eaHo npoyyBaHe Ha 6a3a JaHHW, BKIOYBALLO
38 689 nayMeHTN C OCTBP MUOKapAEH MHPAPKT, NOKa3a Hal-Hu-
CbK puck ot KM, cbppeyeH apect unm cMbpT NPU KOHLEHTpPa-
LMK Ha Kanua 3.5-4.5 mmol/L.'4

4.2.5.[1pyra nekapcrtBeHa Tepanus

Cnep MmokapaeH UHGAPKT MAN NPU HEUCXEMUYHA KapauoMU-
onaTusA HacTbnBa He6naronpuATHO KaMepHO pemogenupaHe.
Te3un cTPYKTYpHM NPOMEHM, KaKTO U CBBbP3aHNTE C TAX HapyLue-
HWA B NOHHWTE KaHanu, Morat ga yBenuuaT noteHumana 3a KA.
Hakonko nekapcTtBa, KaTo aHMMOTEH3VH-KOHBEPTUPALL €H3UM
(ACE) uHxnbutopwu, aHrnoteHsuH Il peuentopHm 651okepu (ARBs)
N MUHepankopTukoua peuentopHu aHtaroHnctn (MRAs), no-
pobpasaT 06paTHOTO pemopenvpaHe U HamansaeaT YecToTaTa
Ha BCC.142143 OcBeH ToBa, aHTUKOArynaHTUTe U/UAN aHTUTPOM-
6oUNTHWTE CpeAcTBa MOraT fja CrOMOrHaT 3a HamasnsABaHe Ha
yecToTaTa Ha KOPOHapPHUTE TPOMOOTUYHU OKNY3nK MU BUCO-
KO-pUCKOBW nauveHTW.'** Helwo noseye, faHHUTE NMOKasBgar, ye
CTaTUHWTE MOraT Aa HaManAT YecToTaTa Ha XXMBOTO3acTpallaBa-
wute KA npu BUCOKOPUCKOBY NauneHTn.'*

4.3. Tepanusa c ycTponcTBa

4.3.1. UmnnanTnpyem Kapauoseptep gepubpunarop
MmnnaHtupyemn gedubprnatopu ce n3non3eat npv naumeHTn
oT >30 rogunu. MbpeuAaT ICD ce e MNNAHTMPaNn XUPYPruyHO 1
e 6un cBbp3aH C NPOBOAHULN, GMKCMPAHM KbM KaMepuTte no-
CpeacTBOM TOpakoTomus. B peaku cnyyam ToBa BCe ole ce npa-
B, HO MHO3MHCTBOTO OT YCTPOMCTBATa U3MNon3BaT TPaHCBEHO3-
HW NPOBOAHMLY, BbBeleHV NPEeANMHO B AACHOTO CbpLe KaKTo
3a neuncrupaHe (€QHO- UM [OBYKYXVMHHO M eQHOKAaMepHO uniuv
[BYKaMepHO), Taka 1 3a fedpnbpunauus ypes BbTPeKyxXunHHa(u)
cnupana(v) B AACHOTO CbpLE U/WKN KYTUATA Ha UMMJIAHTUPaHNA
aedunbpunatop. MoBeyeTo KAMHUYHM NPOYYBAHMSA, NOAKPens-
Wy ynoTpebara Ha ICD-Tepanus, ca npoBefeH C TPAaHCBEHO3€eH
ICD. MbpBurTe naumeHTW, nonyunnu fedubpunatopu, ca 6unm
cnep npexunBAHo KM nnn npekbcHaT cbpaeyeH apecT. [1o-Kbc-
HU MpPOYyuYBaHWA [EeMOHCTpMpaxa nosiza oT gedubpunatopHa
Tepanus Npy NauMeHT C MOBULLEH PUCK OT BHE3aMNHa CMbpT. Te-
panuaTa ¢ ICD npepgoTBpaTaABa BHE3aMNHa CMBPT M YA bKaBa Xu-
BOTa Ha MALMEHTN C BUCOK PUCK OT BHE3amnHa PUTbMHa CMbPT,
npy ycoBMe 4ye MauueHTBT He CTpaja OT APYrU CbCTOAHMS,
KOWUTO OrpaHnyaBaT OYaKBaHaTa NpPeXmBAemMocT o <1-2 rogu-
HW.'46 [IbAroCcpoUHN NpoyyYBaHMA Ca AeMOHCTpUpany epuKkac-
HocT Ha ICDs™ n ycTpoiicTBa 3a CbpAeuHa PeCUHXPOHM3MPaLLa
Tepanua n gedunbpunauma (CRT-Ds)'*® npu cpeneH nepuop Ha
npocneasBaHe 8 1 CbOTBETHO 7 rOANHM.

Ot gpyra cTpaHa, gedpubpunatoprute MoraT Aa NPUUUHAT
YCNOXHEHWSA, BK/IIOUYNTEIHO HEMOTUBUPAHM LIOKOBE, KOWTO
ca ocobeHo yecTn npu aeua.'® CKOpOLWHO NpoyyBaHe BbPXY
>3000 nayuweHTn ¢ ICD nnn CRT-D ycTaHoBM 12-roguiiHa Kymy-
NlaTUBHa YeCcToTa Ha HeXenaHu cbbutnsa ot 20% (95% Cl 18, 22)
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33 HEMOTUMBUPaH LWOK, 6% (95% Cl 5, 8) 3a cBbP3aHa C ycTpon-
cTBOTO MHOeKuma, n 17% (95% Cl 14, 21) 3a noBpeamn Ha enek-
Tpopa.'?

Bbnpekn nokasaHuATa 3a ICD-Tepanua npu nauneHTy c npe-
KMBAH MMOKapAeH MHPAPKT 1 HamaneHa u3Tnackeala ¢pak-
uMsA, KouTo ca ybeanTenHo NopKperneHn OT [OKa3aTesiCTBEHM
JaHHK, CbLLeCTBYBa OTUETNINBA Pa3/ivKa MeXAy NPenopbKuTe 1
KNMHWYHaTa NpakTMKa B HAKOWM cTpaHu. OrpaHnyaBaly ¢pakTop
3a ynotpe6ba Ha ICD e BucokaTa HayanHa LieHa.

4.3.1.1.  Bmopuy4Ha npeseHyus Ha 8He3aNHAMA CbpOeYHA CMBPM
U KamepHama maxukapous
Tpn wm3nutBaHua [Antiarrhythmic drugs Versus Implantable
Defibrillator (AVID),'>* Canadian Implantable Defibrillator Study
(CIDS)151 n Cardiac Arrest Study Hamburg (CASH)152] ca npose-
[eHW NPy NauneHT NPeXnBenmn CbpheyeH apect Uamn XnBoTo-
3acTpalwasalya KA (xemognHamunuHo HectabunHa KA nunm KT cbe
CUHKON), Npy KouTo neyveHuneTo ¢ ICD e cpaBHEHO C aHTMAPUT-
MWYHa neKkapcTBeHa Tepanus, NPeAUMHO amnoaapoH. PesynTa-
TUTE 1 OT TPUTE U3NUTBAHNA Ca AHO3HAYHW, BbNPEKUN Ye camo
e[lHO OT TAX MOKa3Ba CTAaTUCTUYECKMN 3HAUYMMO MOHVXKEHME Ha
obwarta cmbpTHOCT; ICD HamanaBa CMbPTHOCTTA OT APUTMUSA B
n3nuteaHuaTa AVID n CASH. MeTa-aHanus Ha TpuTe N3NUTBaHWA
e pemoHcTpupan, ye ICD-TepanuATa e JoBena 4o HamasieHne Ha
pUTbMHaTa cMBbPT ¢ 50% (95% Cl 0.37, 0.67; P = 0.0001), a Ha 06-
Wwarta cMbpPTHOCT ¢ 28% (95% Cl 0.60, 0.87; P = 0.006) (OHnalH

ICD 3a BTOpMYHa NpeBeHLUNA Ha BHe3anHa CMbPT M Ka-
MepHa TaxnkKapaua

Mpenopbku Knac® | Huso® UsT

Mmnnantauyua Ha ICD ce npeno-
pbuBa NPY NaLWEHTN C AOKYMEH-
TnpaHo KM nnum xemogmHaMmnyHO
HenoHocuma KT B oTcbcTBME Ha
0o6paTUMN NPUYMHK nnn Jo 48 u.
cnep MuoKapaeH MHGapKT, KoUTo
nonyyaBaT XPOHWYHA ONTMManHa
MeanKaMeHTO3Ha Tepanua 1 npu
KOWTO MMa peanncTUUYHN OYvaK-
BaHVA 3a npexuBABaHe B [0OBP
dyHKLUMOHaneH ctatyc > 1 rogmHa.

151-
154

WmnnanTauma Ha ICD Tpsab6sa pa
ce uma npeaBua Mpu NauneHTn ¢
peungmsupalia  NpPoAbIKUTEN-
Ha KT (n3BbH nbpBuTe 48 h vaca Tazn
cnep MuoKapaeH NHOapKT), KOUTo eKc-
nosyyaBaT XPOHWYHA ONTMManHa lla nept-
MeAnKaMeHTO3Ha Tepanua, umat Ha
HopMasnHa JIKODU v npu kouto uma rpyna
peanncTUYHN ouvakBaHWA 3a npe-
KuBABaHe B O6BP GyHKLMOHaNeH
cratyc > 1 roguHa.

Mpwn naumeHt ¢ KM/KT 1 nokasa-
HuA 3a ICD moxe fa ce uma npeasug
aMMOAapOI—!, KOraTto HAmMa JocTbn b 155,
o ICD, Toih e NpoTMBOMOKasaH no 156
npuapy»KaBaly MeANLMHCKA Npu-
UYVHW UK € OTKa3aH OT NaumneHTa.

2Knac Ha npernopbKuTe.

®HiBO Ha fOKa3aTeNCTBEHOCT.

U3TOUHMK(LM), NOAKpPeENALL(M) NpenopbKuUTe.

ICD = umnnaHTUpyem Kapauoseptep fedunbpunatop; IKOU = neoka-
MepHa n3Tnackeawa ¢pakumsa; BCC = BHe3anHa cbpaeyHa cMbpT; KM =
KamepHo MbxpaeHe; KT = KamepHa Taxvukapaus.

mabnuya 5).>* AHanu3bT Ha pesynTaTuTe OT M3NuUTBaHeTo AVID
AICHO NMOKAa3BaT, Ye Mo/13aTa ce CBeXAa eANHCTBEHO 40 NaUNeHTM
¢ JIKOU mexay 20 n 34%.'53 Tepanusta nokassa yMepeHo Cb-
OTHOLLEHME LieHa-epEeKTUBHOCT 1 NPENopbKMUTe 3a yrioTpeba Ha
ICDs 3a BTOpMYHA NpeBeHUUsA ca 06LWonpueTy Beye OT HAKOJKO
rogmHn. HAMa CKOPOLWHM LaHHW OT U3NUTBAHMWSA, KOUTO fAa Mo-
Ka3BaT, ye NpeauLIHMTE NPENOPbKU Ce HYKAAAT OT 3HaUNTENIHA
npomsiHa.

4.3.2.MMopKoXeH MMNNaHTUpyeMmM KapauosepTtep
Aedpunbpunatop

Mpobnemn c gocTbna A0 CbpLETO Mpe3 CbAoBaTa cucTema u
noBTapALWM ce Nnpobnemy C TPaHCBEHO3HUTE MPOBOAHULM [O-
Befoxa 0 pa3paboTkaTa Ha noakoxeH aedubprnatop c enek-
TPOfHa CUCTeMa, KOATO ce MOoCTaBA U3LANO MOAKOXHO, N3BBH
rpbaHaTa KyxvHa. CuctemaTa BKMlOUBa TpW enekTpoda: KyTua
Ha ICD, puctaneH enekTpop Bbpxy AednbpumnatopHmsa NpoBos-
HVK 1 NPOKC/MareH enekTpos HaMmmpaly ce Ha NpUéAN3NTenHo
8 cM OT Bbpxa Ha npoBoAHMKa. Mexxay Bbpxa 1 NPOKCUManHnA
enekTpon nMa HamoTKa 3a fedubpunauusa cpely aedpunbpuna-
LUMoHHaTa KyTua. EnekTpopbt e pa3nonoxeH Taka, ye gucTan-
HaTa YacT Ha NPOBOAHMKa Ce HaMMpa Ha JIeBUA CTepHaseH pbo,
a YCTPOWCTBOTO Ce MOCTaBA BbpPXy MeTo NABO Mexpaypebpue
MeXxJy nABaTa npefHa v cpefHaTa akcunapHu nMHUKU. TouHaTa
enekTpofHa KoHdMrypaumsa 3a ceHsmpaHe ce nNpasu ypes npo-
rpamupate. lNpu noseyeto NauneHTn geprnbpunauua ce nocTu-
ra c mowHoct 80 J.*?

HannyHute faHHM NoAckasgarT, Ye NoAKoXKHNTe 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 cbbupaHe. B
elHO OT Han-ronemuTe n3nuteaHma 330 naumeHTun, 304 oT KOUTO
C ycnelHa nMmnnaHTaumsa, ca 6unm noanoXKeHn Ha NpoBepkKa 3a
YMeCTHOCT Ha fedunbpunauyunte n ca NpocnefeHn ycnewHo 3a
cpepeH cpok ot 11 meceua.’”” He ca HabniogaBaHu npobnemu ¢
NPOBOAHULMTE WAN YCIIOXKHEHWSA, CBBP3aHN C NOCTABAHETO UM.

MoaKoXKeH uMNIaHTUPYeM KapauoBepTep aepubpum-
natop

Mpenopbku Knac® Huso? UsT

MogkoxHu pedubpunaTopm Tpa6-
Ba Aa Ce UMaT npeaBuA Kato an-
TepHaTMBa Ha TpaHCBEHO3HUTE
pedubpunatopy npu  naunmeHTn
C nokasaHusa 3a ICD, koraTo He ca lla
HeobXoAMMM Nencupalla Tepanus
3a nopKkpena npu 6paaunKapaus,
CbpAeyHa pecrHXpoHuU3aLma unm
aHTUTaxmKapfHo nencrpaHe.

157,
158

MopkoxeH ICD moxe pa ce mma
npeaBua Kato nosesHa antep-
HaTMBa Ha TpaHcBeHo3HaTa ICD- Tasn
cucTema npuv 3aTpyaHeH BEHO3eH eKc-
JOCTbM, cnep OTCTpaHABaHe Ha I1b nept-
TpaHcBeHo3eH ICD nopaau nHoek- Ha

UMM AM Npv MAagu nauueHTn c rpyna
AbnarocpoyHa Hyxpga ot ICD Tepa-
nmsa.

2Knac Ha npenopbKuTe.

"HnBO Ha JOKa3aTeNCTBEHOCT.

U3TOUHKK(UK), NoaKpenALw(1) NpenopbKUTe.

ICD = nmnnaHTUpyem KapamosepTtep aepubpunatop.
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Bcuukn nHayumpaHn enusogmn ca 6unm npekbcHaTy YCnewHo,
118 ot 119 cnoHTaHHN KaMepHW TaxmapuTMnmn, HaCTbNUAN Npu
21 pywm, ca 6unu npekpaTeHn oT YCTPOWCTBOTO, a efiMH eNn304
€ npeKbCHan CMOHTaHHO NO BpeMe Ha 3apeXKAaHeTo Ha ycTpon-
CTBOTO. TPUHaANCET NpoLEeHTa OT NaUMeHTUTE ca NOYUUAN He-
MOTVBUPaH LIOK, Hall-Beye Mopagu HafKamepHa Taxukapaus
WK CBPbX-CeH3MpaHe Ha T-BbJiHaTa, KOETO Ce onucea 1 npu
rpynu ot no-mnagu nauyuneHtn.'®® Hackopo ny6nukysaH pervc-
Tbp OT ,peanHata NnpakTnka” c 472 naumeHTun e permctpupan 317
CMOHTaHHW enu3oan nNpu 85 naumeHTN B pPaMKUTE Ha CpegHo
18 meceua. B Hero 169 (53%) OT nauMeHTUTe Ca NoNyYnnn Tepa-
nua 3a KT unn KM, a camo eguH naumeHT e noYnHan ot peuu-
aveupauto KM n Texka 6paavkapaua.'®’ ManuteaHuATa Bbpxy
nopakoxeH ICD ca 0606LeHn B OHaatiH mabauua 6.'57-165

[MOAKOXHOTO YCTPOWCTBO He e NOAXOAALWO 3a MauneHTw,
KOUTO Ce HYXAaAT OT aHTUbpaanKaphHa CTUMynauus, OCBEH
KoraTo Tasu HyXfa ce cBexpa A0 nepuofa HenocpencTBeHo
cnep BK/OYEHUA WOK (TPaHCKYTaHHO MelicupaHe MoXe Aa ce
OCDbLUEeCTBY OT ypefa 3a 30 cekyHAN cnep Woka). MauneHTu, Hyx-
Jaelm ce OT CbpAeyHa pecrHxpoHusmpala tepanua (CRT), ca
CbLo HenoaxoaALLm 3a nedyeHune c nogkoxeH ICD. MNoakoxeH ICD
€ HemnmoAXoAAL, U NPU NALMEHTUN, KOUTO CTpajaT OT TaxnapuTMms,
KOATO MOXe Aa Obje NecHO MpeKkbCHaTa uYpes aHTUTaxmKapa-
HO nencrpaHe. YCTpPOMCTBOTO Moxe Aa O6bae nonesHo, Korato
BEHO3HUAT JOCTbN e TPYAEeH, Npu Miagn NaumMeHTn U3npaBeHn
npea OOXMBOTHa Tepanusa C YCTPOWCTBOTO M NPU MauueHTn ¢
0COBGEHO roNAM PUCK OT GakTepmemMus (Hanp. ¢ HacToALA WK
CKOpOLLHa TpaHcBeHo3Ha ICD-cnctema). Bbnpekn ye obLyata Ka-
Teropusa NbpBuUYHa NpeeeHUnsa Ha BCC 61 Tpabeano aa e nogxo-
AAwa 3a Tepanua ¢ nogkoxeH ICD, gocera He e npoBeAeHO HUTO
€[JHO ObJITOCPOYHO LWIMPOKOMALLabHO M3NMTBaHe B Tasu mony-
nauma, a AbArocpoyHnTe epeKTn OT TOBa YCTPOWCTBO BCE Olue
He ca HanmbHO pa3bpaHu. Hanpumep, oTaenHW NpoyyBaHns ca
npeacTaBuaM NO-BUCOKA OT CpeAHaTa YecToTa Ha HEeMOTMBMpPA-
HU LOKOBE 1 YCIIOXKHEHVA Hasarawyy noBTopHa Hameca:'®° ganu
Te3un pesynTaTh Ca CBbP3aHu C HaTPYyMBaHe Ha ONUT AN C NO-BU-
COKMA PUCK OT HEMOTMBMPAHW LOKOBE cpef cneunduyHy nony-
naummn octasa BCe ole HepelleH Bbnpoc. CKopoLleH meTa-aHa-
N3 Ha 852 naumeHTn He NoKasa HUTO efivH CJlyyal Ha noBpeaa
Ha eneKkTpoAa, YCTPOMCTBaTa Ca MOAMEHEHW Nopaan Hy»aa oT
K nencmpaHe camo npw 3 naumeHTn, a HenNpaBuIHO NencupaHe
€ UMarno npu <5% B Hall-KbCHaTa KBapTU/IA Ha BKouBaHe. %% B
MOMEHTa Ce NPOoBeXAaT NPOCNEKTUBHN PAHLOMU3PAHN U3NUT-
BaHWA, CPaBHABALLM ePNKACHOCTTA M YCSIOKHEHUATA NPY NOJKO-
»eH ICD ¢ Te3n npu KoBeHUmoHaneH ICD.'™>8

4.3.3.lMpeHocnm KapanoBepTtep aepubpunarop-
xKunertka

Belue nokasaHo, ye BbHLeH fedunbpunaTtop (Naoc NPoBOAHNLM 1
eNeKTPOAHW NNACTUHM) NPUKPENEHN KbM CUCTEMA OT KOJTaHw, No-
Jo6Ha Ha »KuneTka nnu enek, MoraT ycrnewHo aa naeHtnéuumpat
1 npekbcHaT KT 1 KM.'%8 He ca ny6nukysaHu npocnektrsHu RCTs,
oLeHABaLLYM TOBa YCTPOWCTBO, HO MMa MHOIO JOKNaAM Ha Knu-
HUYHU CNlyYau, KNVHUYHW Cepun 1 pernctpu (oT npoussoanTens
WK OT He3aBMCMU U3TOYHMLM), KOUTO CbOGLLaBaT 3a ycnelHa
ynoTtpeba Ha KapavoBepTep febubpunatop xunetka (wearable
cardioverter defibrillator, WCD) npun oTHOCMTeNHO Manka nponop-
UMA NaumMeHTV C NOBULIEH PUCK OT noTeHumanHo datanHu KA.
Taka Hanpumep, Chung et al.'%® yctaHossaBat 80 enusopa Ha KT
unn KM HacTbnunm npu 59 ot 3569 (1.7%) naumeHTn, n3nonssawymn
WCD. MbpBUAT WOoK e 6un ycnewweH npu 76 ot 76 (100%) naumeHT
¢ KT nnn KM cbe 3ary6a Ha cb3HaHme 1 npu 79 ot 80 (99%) nauu-
eHTM C BcaAKakba Bua KT unu KM. Hanocnenbk, Epstein et al."70 cb-

KapauoBepTtep nedpubpunatop-xKunerka

Mpenopbknu Knac® Hueo® Ust

WCD moxe pga ce vma npensug
npv Bb3PacTHN NaLMEeHTN C fowa
JIK $yHKUMA, KoUTO ca C puUCK
OT BHe3amnHa pWTbMHa CMBPT 3a
orpaHvu4eH nepuop ot Bpeme, HO
He ca KaHAWAATW 3a UMMNNaHTUPY-
em pedubpunatop (Hanp. npexop I1b
KbM  TpaHCnnaHTauuda, npexon
KbM TPaHCBEHO3Ha MMMAaHTaums,
nepunapTasHa KapauomuonaTtus,
aKTMBEH MWOKapAWUT U aputmmnm
B paHHaTa ¢asa cnep mMuoKappheH
NH}apPKT).
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2Knac Ha npenopbKuTe.

"HuBO Ha fOKa3aTeNCTBEHOCT.

U3TOUHKK(YK), NoaKpenALw(M) NpenopbKUTe.

JIK = neBokamepHa; WCD = KappmosepTep aedprbprnatop-xunerka.

obwwmxa, ye 133 ot 06wwo 8453 (1.6%) NnaumeHTn ca nonyunnm 309
MOTVBUPAHW LLOKOBE, @ 91% 61nun pecycumtupan ot KA. Mo 1o3n
HauMH, YCTPONCTBOTO MOXe Aia CNacy »KM1BOTa Ha BYSIHEPAOUIHN
naumeHTn, Ho edUKACHOCTTa My He e noTBbpaeHa. MNpy nauven-
T € npexofHo HapyuweHa JIKOU WCD moxe fa 6bae noneseH
[0 Bb3CTaHOBABaHe Ha JIK dyHKUMA B fOCTaTbuHa CTeneH, cnep
yBpeXxaawy cbouTUA, KaTo MMOKapeH MHPAPKT, NoCT-napTanHa
KapAnomronaTus, MUOKapANUT WY UHTEPBEHLIMK, KaTo peBacKy-
napuvsauua cebp3aHa ¢ npexoaHa JIK aucdyHkuma.”! MauymeHTn ¢
aHamHe3a 3a UK C MOBULIEH PUCK OT XMBOTO3acTpalaBalm KA
WM NpeABUAEHN 3a CbpAeYHa TpaHCNIaHTaUMs MoraT fa 6baaT
BpeMeHHO npoTekTupaHu ¢ WCD.'72

4.3.4.06WecTBEHO AOCTbNHa Aedunbpunauuna

MoBeueTo CNlydan Ha CbpAeyeH apecT HacTbnBaT U3BBH 6on-
Huua."”®> CpouHata aedpnbpunaums, 3a pasnvka oT oTcpoyeHaTa
ne¢m6pmnaumn, € CBbp3aHa C MHOIo no-rosiiMa BepPoOATHOCT 3a
Bb3CTaHOBABaAHE Ha OpraHM3npaH putTbmMm n cTabuneH cbpaeyeH

O6uecTBeHO focTbNHa gepnbpunayna

Mpenopbkn Knac® | HusoP /EL S

MpenopbuBa ce 06LWECTBEHO JOC-

TbnHW gedunbpunatopu ga 6bvaat

nocTaBeHN Ha MecTa, KbAeTo Cbp-

[BEYHUAT apecT e OTHOCUTEHO

YecT 1 MMa Bb3MOXHOCTM 3a yA06- 173

HO CbXpaHeHue (Hamp. yuunuia, 174'

CMOPTHU CTafMOHK, TONEMU rapu,

KasuHa 1 T.H.) UAN Ha MecTa, Kbae-

TO HAMA HWKaKbB APYr 4OCTHM A0

nedunbpunauna (Hanp. Bnakose,

KPYM3H1 Kopabu, CaMONeTu 1 T.H.).

Moxe pa ce uma npensug cemei- Tasn

CTBaTa Ha MauMeHTU C BUCOK PUCK eKc-

o1 BCC pa 6baat obyueHu aa pasat I1b nept-

nbpea NomoL. Ha
rpyna

2Knac Ha npenopbKuTe.

"HnBO Ha JOKa3aTeNCTBEHOCT.
U3TOUHKK(UK), NoaKpenALw(1) NpenopbKUTe.
BCC = BHe3amnHa cbpaeyHa CMbPT.
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ne6ut. O6lwecTBeHo AoCTbMNHaTa Aedubpunaums, cbyetTaHa c
KapAvonynmoHaHa pecycuuTauus, e JokasaHo no-epekTuBHa
OT M30/MpaHaTa KapauonynMoHanHa pecycumtauma'? u ny6-
NINYHO AOCTbMHaTa Aedpnbpunaumns e Beye ocCTa pPasnpocTpa-
HeHa, 0co6eHO Ha MeCTa, KbAETOo ThAMWTE OT XOpa 1 CTPECHT Ca
YyecTn ¥ Mo-creymnanHo, Korato Habnrso nma Jobpe obyueHu
fo6posonuy (Hanp. KasnHa, NeTula, CNoPTHY CTaAUOHN), AOPW
KoraTto o6yueHOCTTa He BK/OUBA 1 KapAMOMySIMOHaNHa pecyc-
unTauma."* M3BbHOOMHNYHM CbPAEYHM apeCcTy HaCTbNBAT Hal-
yecTo (~70%) B ;OMa, AOPY 1 NPU MAaau naumeHTy,’ Ho B Te3n
c/lyyan pAAKo MMa CBMAETENN U CliefOBaTeNHO Te He MoraT Aa
6baT npeaoTBpaTeHn C agoMalleH aedubpunatop.'’’
OcCblecTBABaHETO Ha MPOrpamn 3a aBTOMaTMYHa BbHLIHA
aednbpurnaumsa HamanasBa CMbPTHOCTTA Ha O6LLECTBEHN MeCTa,
KbfETO Hali-4eCTo ce HabnlofaBaT cilyyamn Ha CbpaeyeH apect.'’®
[enHoCTNTE, NOCBETEHN HA OCHOBHUTE 1 CNeynann3vpaHnTe me-
TOAM 3a NOAAPBKKA Ha XKM3HeHWTe GYHKLUKW, fOBefoXa A0 13pa-
60TBaHe Ha NPOTOKONM 3a AeNcTBIME. [JOKyMeHTUTe, Ny6nnKyBaHu

ot EBponeiickua cbBeT no pecycumtaumsa (European Resuscitation
Council) 1 MeXXayHapOAHUAT KOHCEHCYC MO CbpAEYHO-CbAOBA
pecycumTaums 1 CNewHn CbPAeUYHO-CbAoBY rpuku,'’® nokpmear
LUMPOK CNEKTHP OT KIMHUYHN CUTYALUM 1 Bb3MOXHU MEXaHN3MU.
Te faBaT ACHW HAaCOKM 3a NOBEAEHMNE U Ha UMTaTeNA Ce NPENOPbY-
Ba [la ce 06 bpHe KbM TE31 OCHOBHW AOKYMEHTM 3a NOAPO6HOCTN.
KaTto npenopbKu 3a noBefieHNe, Te3r AOKYMEHTM NONafaT B HUBO
Ha foKasaTencTeeHocT C, HO Te ca M3BfieYeHn OT KOMBMHaUus
OT pa3HOOO6Pa3HM MPOYYBAHNA 1N CTAaHOBMLLA, KOUTO Bapmpar oT
HMBO Ha foka3sartencrteeHocT A go B nnm C.

4.4. OCcTpo neyeHne Npu NpoAbIHKNTENHA
KamMmepHa aputmums

Han-uectnTe enekTpmyeckn mexaHusMm Ha CbpaeyeH apecT ca
KM wnnun KT, 6pagrapnTMnm, acuCTONus 1 enekTpoMexaHnyHa
aucoumauun (6e3nyncoBa enekTprmyecka akTMBHOCT). Mpexu-

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

O6axpgaHe 3a nomoLL;:
AkTnBnpaHe Ha EMS/PeaHnmannoHeH ekun

3anouBaHe Ha CPR

MuHVManHo NpekbcBaHe Ha KOMNPeCUMTe Ha FPBbAHNA KOLL
DokycnpaHe Bbpxy CPR ¢ Jo6po kauecTBO

OueHKa Ha puTbMa
MopaxopAwy 3a WOK Henopxopsuy 3a wok
(KM/Be3nyncosa KT) (PEA/Acuctonus)
CneymanusmpaHa noaapbKKa
Ha XXN3HeHuTe ¢yHKI.|IIIIII
npyu MUHUMYM CriMpaHe
1 eI BOLIOS Ha KomnpecuuTte
« OcurypsaBaHe Ha 6e3npenATcTBeHN
AVXaTenHn mbTrwa
« TpopbmxuTtenHa rpbaHa Komnpecus
cnep ocurypsBaHe Ha HopMasHu
AVIXaTeNHU MbTra
Hesa6aBHo it Hesa6aBHo
+ [la ce nma npeasuy KanHorpadus
'—— Bb306HOBABaHe > . Oc sBaHe Ha IV/I0 nocTb > Bb306HOBABaHE ——
Ha CPR uryprgarie Ha IV/10 pocren Ha CPR

- [la ce MaT NpeABMA Ba3onpecopu
M aHTUapUTMILIA
- Kopekums Ha 06paTummTe NpuymHmn

l

Hesa6aBHO MOHUTOpPMpPaHe
1 noaKkpena e CbpAeyeH apecTt

BkntounTenHo:

- 12-kananHa ECG

« NMepdysuna/penepdysus

« OKcureHaums v BeHTAnauus
- TemnepaTypeH KOHTpon

« O6paTM1 NPUYNHK

CPR = Kapauo-nynMoHanHa pecycumtauus; EKT = enektpokapauorpama; EMS = cnelHn MefuLMHCKN Cny»K6u; i.v. = MHTPaBEHO3eH; i.0. = HTpaoceasneH;

PEA = 6e3nyncoBa enekTpuyecka aktuBHocT; KM = kamepHo MbxaeHe; KT = KamepHa Taxvkapaua.
Bb3npou3ssefeHa ¢ paspelueHiie no npenopbkuTe Ha ILCOR.181

®urypa2: YHuMBepcaneH anropuTbM Npu CbpAeyeH apect
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KapavoBepcua nnn aepubpunaumna n ocTpo nevyeHme
Ha NPOABL/MKUTENTHN KAMepPHU apuTmMmunn

Mpenopbkn Knac® | HueoP NsT

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

180

Mpun NauneHTV C NPOABIKNTENHA,
XeMOAUHAMUYHO MoHocuma KT
npy nuMnca Ha CTPYKTypHa Cbp-
[eyHa 6onect (Hanp. ngmonaTuyeH
RVOT) moxe fa ce uma npeasug i.v.
NpUIoXeHne Ha dnekanHug unm
KOHBEHLMOHaneH  6GeTa-6nokep,
Bepanamun uav am1oaapoH.

Ilb

2Knac Ha npenopbKuTe.

®H1BO Ha [OKA3aTe/NICTBEHOCT.

U3TOUHMK(LM), NoAKpPeEeNALL(M) NpenopbKuUTe.

i.v.= uHTpaBeHO3HO; RVOT = pgecHokamepeH m3xofdeH TpakT; KT = Ka-
MepHa TaxmKapaua.

BAEMOCTTa KaTo LANO e Nno-gobpa npv NauueHT! C KamMepHU
TaxnmapuTMnn B cpaBHeHune ¢ acuctonus. Mpes 2010 r. cbBeTU-
Te, uneHyBawu B KomnTteTa 3a MeXAyHapoOAHO B3aMMOAENCT-
BMe no pecycuymtauma (International Liaison Committee on
Resuscitation, ILCOR), akTyanusmpaxa n3sognte n npenopbKu-
Te, U3BNeYEeHN OT MeXAyHapoAHa KOHCEHCYCHa KoHbepeHLus,
nposefeHa B [lanac, wata Tekcac npe3 2010 r. B cnyyan Ha cbp-
JeuyeH apecT TpaAbBa fa ce NPUNOXN YHUBEPCANHUAT airopuUTbM
(Queypa 2).

Hann KapauonynmoHanHaTa pecycuutauusa Tpsabsa pa
npeglwecTsa gednbpunaumata e Bce olle 06EKT Ha CNopoBe.
B cnyvaute Ha m3BBHOONHMYEH CbpAeveH apecT TpAabBa He-
3a6aBHO Aa ce M3BbPLIM KapAMOMyNMOHaNHa pecycumTauma ¢
KoMnpecna Ha FpbaHUA KoL, AoKaTo gedubpunaumsaTta cTaHe
Bb3MOXHa. B cnyyanTe Ha BbTpebONHMUEH CcbpaeyeH apecT
TpAbBa fa ce onuTta He3abaBHa fedpubpunayma, 3awoTo B TO3U
cnyyai BepOATHOCTTa CbPAEYHUAT apecT fa ce Ab/MKU Ha Npo-
OBJIKUTENHN KaMePHU TaxnapuTMmm e no-ronama. Mpenopbysa
ce nbpBaTa fgedpubpunayma ga 6vae ¢ MakCMmasiHa MOLLHOCT.
MonyaBToMaTu3npaHnTe aedunbprnatopm ca oTANYHA TEXHONO-
rMA 3a Pas3npoCcTUpaHe Ha Bb3MOXKHOCTUTE 3a aednbpunauus B
pamkmuTe Ha 6onHuuwmTe. MNMpu naumenTn ¢ ICD B ngeanHua cny-
Yaln navyoseTe 3a fgedpubpunayma Tpabea ga 6baaT NocTaBeHU
BBPXY rpbAHaTa CTeHa Hali-Manko Ha 8 cm OT reHepaTtopa. MH-
TPaBEeHO3HMAT amMMOAapPOH MoXe Aa ynecHu aebubpunaunata
n/unn ga npegoTtepatv peungmsute Ha KT nnm KM B ocTpu cn-
Tyaumu. CneumannsvpaHuTe eiCTBUA 3a NOAAPDBKKA Ha XKKN3-
HeHuTe QYHKLUM, OCBEH CBBP3aHNTE C efleKTPUYECKN MepKK 3a
npeKkbcBaHe Ha KAMepPHUTe TaxmapuTMmuK, ca 06o6LeH B fOKY-
meHTa Ha ILCOR ot 2010 r.'8

MaumeHTn ¢ npogbmxutenHa KT Tpabea fa 6baaT nekysa-
HW B 3aBUCUMOCT OT CMMMTOMAaTMKaTa U MOHOCMMOCTTa KbM
aputmmATa. MauneHTw, ABABalymM ce ¢ MoOHomopdHa KT n xemo-
AVHAMMYHa HecTabunHocT (cmHkonanHa KT), Tpabsa fa 6baat
NOANOXEHW Ha ANPEKTHa Kapanosepcua. Mpn nauneHTn, Kouto
ca C XMMNOTOHUSA, HO BCE MaK B Cb3HaHWe, TpsA6GBa Aa ce npuno-
KN He3abaBHO ceupaHe Npeamn N3BbPLUBAHETO Ha KapLaMoBep-
cva. Mpy nauneHTN ¢ WNPOKOKOMMEKCHA TaXUKapAnsa, KOUTO
Ca XeMOAMHAaMMNYHO CTabuNHK, enekTpuyeckaTa Kapamnoeepcms
TpAbBa fa 6bAe nbpBOCTENEHEH U360p. MIHTpaBeHO3eH NpoKa-

UHaMuA nnu nekanHng moxe Aa ce 06CbAM NpU Te3n, KOUTO He
ca c Texxka CH nnm ocTbp MrMokapaeH nHpapKT. MHTpaBeHO3eH
aMMOAapPOH MoXe fia ce 06cban npuw naumeHTn cbe CH nnn cyc-
nekTHa ncxemus. VIHTPaBeHO3HUAT NNAOKANH € CaMO YMepeHo
edeKTVBeH Npu nauneHTn ¢ moHomopdHa KT. Kato obuo npa-
BWJIO, MPW BCUYKM NaumMeHTn ¢ npoabmxuntenHa KT, komTo ca B
CTabUNHO XeMOANHAMNYHO CbCTOAHME, TPAGBa Aa Ce perncTpu-
pa 12-kaHanHa EKT.

WHTpaBeHO3eH Bepanamun unu 6eta-6nokepu Tpabea fa ce
n3non3seat npu naumeHTn c JIK pacumkynapHa KT [mopdonorua
Ha fleceH 6eapeH 6nok (ABB) n oTKNoHeHa Ha NABO enekTpuye-
CKa 0c].'82

4.5. WHTepBeHUMOHaNHa Tepanua
4.5.1. KaterbpHa abnauyus

KaTeTbpHa abnauua 3a nevyeHme Ha Npoab/KUTENHa
MOHOMopdHa KamepHa Taxukapaus

Mpenopbku

HeotnoxHa KaTeTbpHa abnauus
ce mpenopbysBa MNPV NaLMEHTN C
uMKaTprumnanHa cbpaeyHa bonecr,
nposBABalla ce C HempeKkbCHaTa
KT nop ¢opmata Ha enekTpryecka
6yps.

KateTbpHa abnauua ce npenopbu-
Ba MPU NauueHTV C UCXeMUYHA
cbpfeyHa 6onect n peuuausnpa-
wu ICD wokoBe nopaan npoabi-
XutenHa KT.

KateTbpHa abnauua Tpabsa ga ce
UMa npeasvA cnep Mbpeu enuson
Ha npogbmxuTenHa KT npu nauneH-
T C UCXeMUYHa CbppeyHa bonect
nICD.

2Knac Ha npenopbKuTe.

"HuBO Ha fOKa3aTeNCTBEHOCT.

U3TOUHKK(YK), NoaKpenALw() NpenopbKUTe.

ICD = umnnaHTUpyem Kapauoseptep aedubpunatop; KT = KamepHa
Taxukapaua.

4.5.1.1.  TlayueHmu ¢ 4uKAMpUYUAIHa cepoeyHa 6osecm
KaTeTbpHaTta abnauums e eBononpana Ao BaXkHa TepaneBTUYHA
MsApPKa Npy NaumneHTU ¢ umKaTpuumanHa cbpheyHa 6onect, ABa-
Bawm ce ¢ KT wnmn KM. JaHHW1Te OT ABe NpOCNeKTUBHM paHLOMU-
3MpaH MHOTOLIEHTPOBY NPOYYBaHMA BbPXY KIIMHUYHNA N3XOA
npwv NaumneHTn ¢ NCXeMnMYHa 60NecT Ha CbPLETO AeMOHCTPMpa-
Xa, ue KaTeTbpHaTa abnauyus npu KT HamansiBa BepOATHOCTTA 3a
nocneasawm wokose ot ICD 1 npegoTBpaTaABa peunanBnTe Ha
KT.'87188 Hewo noBeue, KaTeTbpHaTa abnauus ce U3Non3Ba yec-
TO 3a KOHTPON Ha HenpekbcHaTaTa KT nnu enektpuueckn bypu
(r.e. peunamsmpawa KT/KM ¢ yecTn MOTMBMpPAHN paspaamn Ha
ICD) 1 3a HamanABaHe UM NpeBeHLMA Ha PeKypPEHTHUTE ennso-
AV Ha NPOAB/KUTENHA KT,183/184.187188

Bbnpekun ye ICDs npekpaTaBat edpekTnBHO KT Npu naumeHTmn
C MICXEMUYHA U HEMCXEMMYHA KapANOMMONATUA, Te He BUHAru
npefoTBpaTABaT peunanBuTe Ha apuTMmUA. HAKONKO npoyusa-
HUA MokKasaxa, ye wokoseTe oT ICD ca cBbp3aHM C NO-BMCOKaA
CMBPTHOCT 1 HAPYLIEHO KayecTBO Ha *uBoTa.'®%'% Tepanusra
¢ 6eTa-610Kkep B KOMBMHaLUA C aM1MOAapPOH HamansABa 6pos Ha
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ICD-woKoBeTE; HeXenaHn peakuuy obade morat fa 4oBefar Ao
cnupaHe Ha lekapcTeoTo.'¢ Hail-061wo, nogiexawmusar cybcrpar
npu naumeHTy, aBaBawy ce ¢ KT, e uukatpuumanHa TbKaH.''!
KaTeTbpHaTta abnauusa e HacouyeHa cpelly McTMyca Ha 6aBHa
NPOBOAMMOCT (KPUTUYEH UCTMYC) B PaMKWTE Ha PUEHTPU-KPb-
ra. PUeHTpun-KpbrbT MoXe fa 06XBaHe HAKOMIKO CaHTUMETpa 1
[la BKJII0UM eHA0-, M1O- UNK envkapaa nof Gopmata Ha CNnoXHa
TpuMsMepHa cTpyKTypa.'®>'%? Lukatprumantata KT e TunnyHo
MOHOMOP®HA, HO NPU e1H 1 Cbly NALMEHT MOraT A4a ce NHAY-
umpat KT c Hakonko mopdonoruun. Mopdonoruata Ha QRS-kom-
nnekca ce onpefens ot U3XOAHOTO MACTO, KbAETO GPOHTHT Ha
pUeHTPU-BbJIHATa U3/IM3a M3BbH LIMKATPUKCA U Aernonapusmpa
KamepHua mnokapg. CnegoBateniHoO, MOBBPXHOCTHUAT 12-KaHa-
neH EKI-3annc Ha KnuHnyHata KT moxe fa nomorHe npy MenuH-
ra n abnauynoHHata npoueaypa. NMpu NaunMeHTn ¢ HencxemmyHa
Kapanomuonatna mopdonoruata Ha QRS-komnnekca moxe fa
NAEHTMGMLMPA TE3W NALMEHTH, MPU KOUTO CbLLECTBYBa BEPO-
ATHOCT fla Ce HANOXM enukapaHa abnauma.'®*'%7 OcseH ToBa,
npeanpoueaypHata obpasHa guarHoctmka cbc CMR moxe aa
yNecHW HerHBa3nBHaTa ugeHTndMKauma Ha cybcTpaTa Ha apuT-
MUATa NPU NaLMEHTY C aHaMHE3a 3a MOKapAeH UHGapKT'*® unu
NPy NauMeHTH, ABABALLM ce C envKapaHa KT19°

MonnmopdodHaTta KT ce gePpuHmnpa KaTto NOCTOAHHO NPOMEHA-
wa ce QRS-mopdonorus, cBbp3aHa YeCTo C 0CTPa MUOKapAHa
ncxemus, NpUAoOGUTY UNN HACNEACTBEHY KaHANoMnaTum Unm Ka-
MepHa xuneptpodus. Mpu HAKOM OT Te3M NaLUMEeHTH, KOUTO ca
pedpakTepHN KbM IeKapCTBEHO jleueHune, TpurepupaHara ot
BnakHa Ha Purkinje nonnmopdHa KT moxe fa ce okaxe nogar-
N1Ba Ha KaTeTbpHa abnayus. 200201

HeunHBasvBHaTa 06pa3Ha AMarHoOCTUKa, Har-gobpe ¢ agpe-
HO-MarHUTeH Pe30oHaHC, MOXe Aa Ce 13MOos3Ba 3a NiaHMpaHe 1
HacouBaHe Ha abnaunoHHuTe npoueaypu npu KT.'® MenuHrbut
1 abnauuATa MoraTt Aa ce U3BbpLIaT B XoAa Ha KT (akTusaumo-
HeH menuHr). CucTemara 3a TPUM3MEPEH efIeKTPO-aHaTOMMYEH
MEenMVIHI MOXe Aia MOMOrHe 3a NoKanusauusa Ha abHopMHaTa Ka-
MepHa TbKaH 1 NO3BONABA KaTeTbpHa abnawums npm CMHYCoB pu-
TbM (cybcTpaTtHa abnauus) 6e3 nHayumpaHe Ha KT, KoAaTo moxe
[la ce OKaXke XeMOoAWHaMWYHO HecTabunHa. Mpu nauneHTn c
XeMOAVHAMUYHO HecTabunHa KT moxe f1a ce 13nonssa cucrema
3a 6e3KOHTaKTeH MenuHr. MoraT fja ce MPUNoXaT HAKONKO Tex-
HVKK, BKIIOUYMTENHO abnauma ,Touka o Touka” (point-by-point)
B M3XOAHOTO MACTO Ha PUEHTPU-KPbra (3aTBapsAHe Ha KaHanute
B LUMKATPMKCa UM LMKATPUKCHA AeKaHanM3aums), Cb3iaBaHe Ha
Habop OT IMHENHN Ne3nn Uny abnaums Ha nokanHaTa abHopMHa
KaMepHa aKTMBHOCT [0 XOMOreHM3aLUua Ha LuKaTpukca, 202205
EnvikapaeH menuHr u abnauua ca HeobxoAMMK MO-YyecTo npu
nauveHTn C aunatatheHa Kapauvomuonatua (OKMIM)2%¢ unn
ARVC?7 nognexalym Ha abnauma Ha KT. MoTeHUManHy ycnox-
HEHWA Ha enuKapgHaTta NyHKUUA 1 abnauma ca yBpexgaHe Ha
KOpOHapHaTa BacKynaTypa Wiy HEBOJSIHA MYHKLMUA Ha CbCeAHM
opraHu, napanvsa Ha nesus AvadpparmasieH HepB Un 3HaunTeN-
Ha XxeMoparuvs BoAeLla o neprkapaHa TaMnoHaaa.

MaymeHnTuTe C KT, cBbp3aHa C NOCTUHpAPKTEH LMKATPUKC,
nokasBaT TeHAEHUWA KbM Mo-gobpu pesyntatu ciep KaTe-
TbpHa abnauus, OTKONKOTO mauveHTu ¢ KT, gbiKawa ce Ha
HencxemnyHa Kapamommonatna.2°® MeT npocnekTUBHU MHO-
rOLEHTPOBY NPOYUYBaHNA Ca OLIEHUAN PONATA HA KaTeTbpHaTa
abnauva npu neyeHMeTo Ha npoabmkuTenHa KT.'84-188 Bnpso
50% OT naumeHTUTE BK/IOYEHN B Te3M NPOyYBaHUA ca MManu
6naronpuaTeH msxod (T.e. IMMNCA Ha KAVHUYHU PeungnBmn Ha
KT npes nepvioaa Ha HabnogeHne B MPOYyYBaHETO), KaTo KaTe-
TbpHaTa abnauua e 6una no-epeKkTMBHA OT aHTUAPUTMMYHATA
NeKapcTBeHa Tepanus.

MpW KOHKPETHUA NALMEHT YeCcToTaTa Ha ycnelHa KaTeTbp-
Ha abnauua npu KT ce onpepensa oT KOAMYeCcTBOTO NHpapKTHA
LUMKaTpULManHa TbKaH, NpeAcTaBeHa OT NofieTa C HUCHK BON-
TaX NPW eNekTPOo-aHaTOMMUYeH MEenuHEL2%® a KAVHWUYHUAT 13-
XOf MOXe ce noBamse 6raronpUATHO OT NleUeHne B LIEHTPOBE
cneuvanv3npaHi 3a eyeHne Ha NaumeHTy, HyxKaaewm ce ot
KaTeTbpHa abnauus Ha KT.2'0 BCbLWHOCT, ONMUTHOCTTa Ha ekuna
U LLEHTbPA BMAE HA KNIVHUYHWTE PE3YNTaTh U BCUYKM MyBANKY-
BaHW AaHHM NPOU3NN3AT OT LIEHTPOBE C ONUT.

Bb3MOXHM YCNIOXKHEHWA, CBbP3aHI C KaTeTbpHaTta abnauus
Ha KT npu naumeHTy cbe CbpheyHa 600ecT, BKKYBAT NHCYNT,
KNnanHo yBpexaaHe, CbpAeuHa TamnoHaga unm AV 6nok. Me-
punpouefypHaTa CMbPTHOCT Bapupa oT 0 40 3% 1 ce AN
NPeavMHO Ha HekoHTponvpyema KT npu HeycnewHa npoueay-
pa.'83-185187.211 NokaTo KaTeTbpHaTa abnauuna e Bb3npueT feve-
6eH MeToq NPU WIMPOK KPbr OT cybcTpaTy Ha KT, nunceat AaHHu
OT NPOCMEKTUBHM PaHAOMU3VPAHN U3NUTBAHNA AOKOMKO KaTe-
TbpHaTa abnaums HamanABa CMbPTHOCTTA.

4.5.1.2. [layueHmu 6e3 MaHugecmHa cmpykmypHa CopoeyHa
6onecm

KT npu naumneHTn 6e3 ABHa CTPYKTYpHa CbpheyHa 6onect Hall-
yecTo Npousnunsa ot nsxodHuTe Tpaktose (outflow tracts, OTs)
Ha [K nnu JIK. MoBbpxHOCTHaTa 12-KkaHanHa EKI noka3sa mop-
¢donorus Ha nsas 6egpeH 6ok (JIbb) ¢ BepTMKanHa enekTpuye-
CKa oc, ako KT npousnmsa oT geCHOKaMepHUA U3XodeH TpaKT
(RVOT), n naB nnun geceH 6eaper 6nok (OBb) ¢ BepTukanHa oc,
aKO NPOM3XOXKAa OT NeBOKamMepHUA nsxogeH TpakT (LVOT). Han-
YyecTuAT nognexal, natodr3nonornyeH MexaHusbM e Tpure-
pupaHa aKTUBHOCT, a NpuULeIBaHeTO 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 naumeHTUTe MoXe
[a UMa ngronaTunyHa neBocTpaHHa KT, obxBalyalya gnucrtanHata
Mpexa Ha Purkinje. KateTbpHaTta abnaunsa Boan Ao nsnekyBaHe
Ha NoBeyYeTo 3acerHaTu NauueHTu, a NpouefypHUTE YCNOoXKHe-
HWA ca pepKu.

4.5.2. AHTMapUTMWYHa XuUpyprusa
B epata Ha TpaHcBacKynapHaTa KaTeTbpHa abnauus 3a neyeHue
Ha KA, 3nckBaHeTo 3a XvpypriyHa abnauua ctaHa nsKioueHme.
AHaToMM4HO HacouyeHaTa JIK aHeBpu3MeKTOMUSA beLle onncaHa
3a NbpBY MbT Npean >50 rognHu. fonemnTe aHEBPU3MU MOXe
fa ca npugpy»eHn ot KA, a HacouyeHaTa C MenuHr pe3ekuma Ha
aHeBpM3MmaTa He camo nogobpsea JIK dbyHKUMA, HO enMrHUpPa
n KA. CybeHpgokapaHaTa pesekuus 3a oBnagsaBaHe Ha KA 6ewe
ornuncaHa 3a nbpsu NbT oT Josephson et al.2'® Tasu TexHuka Gewe
CBbp3aHa CbC 3HauuMTeNnHa nepunpoueypHa 3abonaemoct u
CcMBbPTHOCT (10%) 1 NO Tasm NpPUYMHA Ce M3BbpPLUBALLE CaMO B
Creuranm3npaHn XMpypruuHy ueHTpose.2'2-214216-219 My nayu-
€HTW, NPeXVBeNn paHHaTa cnegonepatusHa dasa, AbIrocpou-
HUTe pe3ynTaTty 6saxa OTNNYHW. [o-HOBY NPOoYyYBaHKA NOKa3axa,
ye nepuonepatnsHotTo EOU cnep cybToTanHa eHaoOKapANeKTo-
MUsi U Kproabnaumsa nokassa okosno 10-20% uyecToTa Ha peuun-
anBmpaHe Ha KT, npegumHo npes nbpsute 90 gHn.2" Mo Tasu
NpVYMHa NpU NauneHTy C MHAYyUrpyema cneponepatusHa KT ce
npenopbyBa paHHO MocTaesiHe Ha ICD.213215220221 MogeyeTo OT
XVPYPrUYHUTE TEXHMKIN NOCY>KMXa 3@ OCHOBA Ha TEXHUKMTE 3a
KaTeTbpHa abnauus, BKIIOUYNTETHO CKOPOLLUHUAT METOZ 3a Kpb-
rosa nsonaums Ha cy6crpara.???

B 3akntoueHune, xnpypruyHa abnaums Tpabsa fa ce U3BbpLl-
Ba B CMeyMann3mpaHmn LeHTpoBe C NpefonepaTMBeH 1 NHTpa-
onepatvBeH enekTpodusmonormyeH menuvHr. MauveHTn ¢ pe-
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meyprwma a6na|.|vm Ha KaMepHa TaXxukapana

Mpenopbkn Knac® | HueoP NsT

XupypruyHa abnauus, pbkoBoge-
Ha OT npeponepaTMBeH W WHTPa-
onepaTuBeH enekTpodusnonoru-
YeH MEMUHT, 3BbPLIEHA B LIEHTBP
C OMUT Ce NpenopbyYBa NpW nNauyu-
eHTn ¢ KT, pedpakTepHa Ha aHTua-
pUTMUYHA NeKapCTBeHa Tepanus,
cnep HeycnelwHa KaTeTbpHa abna-
LMA M3BBPLUEHA OT OMUTHU enek-
Tpodursnonosn.

212-
215

XvpyprnyHa abnauua no Bpeme

Ha cbppaeyHa xupyprus (6annac

WM KnamHa Xupyprus) Moxe Aa

ce YMa npeaBuAa Npy naumeHTn ¢ []]
KAVHUYHO AoKymeHTupaHu KT nnn

KM cnep HeycnelwHa KaTeTbpHa
abnauws.

216,
217

2Knac Ha npenopbkuTe.

®HuBO Ha fOKa3aTeNCTBEHOCT.

U3TOUHMK(LM), NOAKPENALL (M) NpenopbKuUTe.

KM = kamepHo mbxaeHe; KT = KamepHa Taxukapauma

dpakTepHa Ha aHTUAPUTMUYHA fleKapcTBeHa Tepanusa KT n/unn
cfiefl HeycnewHa KaTeTbpHa abnauns B UEHTbP C FrOAAM OnuT
morart aa 6baaT 06CbAEHN 32 PUTbMHA XUPYPrUs, 0CO6eHO Npu
Hanuume Ha JIK aHeBpuM3Ma B pesynTaT Ha MUOKapAeH NHGAPKT
W HY>KAa OT peBacKynapusayms,216-219

4.6. Mcnxo-counanHm epekTn
OT JIeYEeHNEeTOo C MMMNJIaHTUpyeM
KapanoBepTtep aepunbpunatop

KoHTponupaHute m3nutBaHuWa ¢ aedmbpunatop AeMOHCTPU-
paxa 3amaseHo MM nofobpeHo KauecTBO Ha »KMBOTa Mpu pe-
UMMNMEeHTU Ha AedpnbpunaTop B cpaBHEHME C KOHTPONHaTa rpy-
na.?2322* Bbnpeku ToBa, 6e3MoKoncTBOTO (8-63%) 1 AenpecunTa
(5-41%) ca yecTn npu naumeHTn c gedunbpunatop??® n ca Hai-
CUJHO 13PAa3eHm MPU NaUMEHTU NOYYaBaLLM HEMOTUBMPAHN 1/
WK Y4eCTy WOKOBe (Hanp. noBeuye OT NeT Woka).?23-22>22% Tezy
npo6siemy 4YeCTo OCTaBaT HEPA3MO3HATY 1 HeNeKyBaHW B K-

McuxocoumaneH nogxop cneg UMMJIaHTaUMsA Ha Kapan-
oBepTep aepubpunatop

Mpenopbkn Knac® | HusoP Natc
OueHKa Ha NCUXonornyeckua cra-

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

PALLM Ce HEMOTUBMPAHU LLIOKOBE.

O6cbXaaHe Ha BbMPOCK OTHOCHO

KayecTBOTO Ha XMBOTa Ce Mnpeno- 226

pbyBa Npean nmnnaHTauma Ha ICD 227’
1 B X0Aa Ha 6bonecTHata nporpecua

NPV BCUYKU NaLMEHTN.

2Knac Ha npenopbKuTe.

®HMBO Ha JOKa3aTeNCTBEHOCT.

U3TOUHMK(LM), NoAKPeENALL(M) NpenopbKuUTe.

ICD = nmnnaHTUpyem Kapanoseptep aedprbpunatop.

HUYHaTa npakTuka.?3%23! Makap uye He3abaBHOTO MoBeAeHue
e [a ce M30/Mpa NpuUYMHaTa 3a PaspAaUTe OT YCTPOWCTBOTO,
NEYEHNETO Ha NCUMXONOrMYECKUA AUCTPEC € BaXKHO [0MblHe-
Hne.??° HyueaTa Ha AMCTpec BapuparT, HO NauveHTTe mMoraT fa
MMaT NO-TEXKN GpOPMM, KaTo CUHAPOM Ha MOCT-TpaBMaTUyeH
ancTpec, %233 KoTo e CBbp3aH C NpefLecTBalla WOKoBa Te-
panus, 1 npeauMnaaHTaumMoHeH auctpec.?3* Maynentn ¢ ICD n
CKOPOLLHA TaXMapUTMUA MOraT CbLLO Aia UMaT CTPax OT OYaKBa-
HWA WOK. %> MaLMeHTN C BUCOKW HIBA Ha NPeaUMMNIaHTaLVOHHO
6e3MoKONCTBO, CBbP3aHoO ¢ ICD, ca ¢ NoBULIEHA CKIIOHHOCT KbM
pasBuUTVE Ha ClegMMNNaHTaLUUOHHN nNpobnemu, a AenpecuaTa
MoXe f1a 6bjie 0cobeHO 3n0KauecTBeHa B Tasu nonynayua.236237
M Taka, npaBuiHaTa OLEHKA U JleYeHne Ha NCUMXONOrmyeckns
ancTpec TpAbBea Aa 6be MHTerpasiHa YacT OT KIIMHMYHOTO NoBe-
AeHve. Banukn naymeHTn ¢ ICD, no-cneumanHo Te3un C NpoABY Ha
AUCTPEC, ce HYXKAAT OT NoJKpena Mo Bbhpoca Kak fa K1BeAT
C YCTPOMCTBOTO 3a NOJo6PABaHE Ha KIMHUYHUTE pe3ynTaTti. 238

MocTtaBAHeTo Ha ICD moxe Aa 3acerHe MHoro chepm Ha Xu-
BOTa, BKJIIOUMTE/IHO CMOCOGHOCTTa 3a WwodmnpaHe,?3¥240 putum-
HUTe oTHOWeHNA, 2?42 KauecTBOTO Ha CbH#A,?% Bb3NpUeMaHeTo
Ha COBCTBEHOTO TANO (0COBEHO NpY MNagu xeHn)??’ n yuactre-
TO B OpraHu3npaH cnopT (0cobeHo B [eTCKa 1 IOHOLECKa Bb3-
pacT).? Nopakpenara OT 34paBHM creumanucTy obnekyasa Tesu
6e3MnoKONCTBA, HO Ca HEOBXOANMM NO-HATATbLUHW U3CNIeABaHNA
3a ONTUMKM3MPAHE Ha Pa3BUTMETO Ha FPUXKIKTE U pa3paboTBaHe
Ha [JOKa3aHW B MpakTuKkata Hamecn.?33

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

5.1. OcTpu KOpOHapHU CMHAPOMMN

5.1.1. KamepHun apnTmMunm CBbp3aHun C oCTpM
KOpPOHapHN CUHApPOMM
Bbnpekn otuetnmBarta peagykuua B yectotata Ha BCC nocpepn-
CTBOM Mo-gobpa peBacKkynapusauma u npeseHuuata Ha CAD
upes cnupaHe Ha TIOTIOHOMYLIEHETO U NleYeHne CbC CTaTUHWY,
ocTpute KopoHapHu cuHgpomm (OKC) n KbCHUTE TaxnaputMmmn
cnep MmokKapaeH nHdapKT ocTaBaT yecTa npuynHa 3a BCC (Bux-
Te pasgen 3.1). 3HaunTeneH 6poin ennsoamn Ha BCC HacTbnBaT B
npenb6onHnyHata ¢asza Ha OKC, koeTo noavepTaBa pellaBalla-
Ta pPoNiA Ha CKPUHWHIOBMTE Mporpamu 3a ugeHtudrKaumsa Ha
nauyneHTUTe B prck. Yectotata Ha KA B 6onHMYHaTa ¢asa Ha
OKC e Hamanana npe3 nocnegHUTe geceTuneTnsa, rMasHoO nopa-
AN paHHWTE U UHTEH3VBHU PEBACKYyNapu3aLUnoHHN CTpaTerum
M PaHHOTO BbBEXJaHE Ha Moaxoaswo $GapMaKoNIorMyHo ne-
yeHue. Bce nak, o 6% ot nauneHtuTe ¢ OKC passumBat KT mnnu
KM npe3 nbpBuTe 48 yaca cnep HayanoToO Ha CUMMATOMATUKATA,
Hal-4yecTo Npean Nnu No Bpeme Ha penepdysus. B gonbvnHeHne
KbM 6Gbp3aTa 1 NbJiHa KOPOHapHa peBacKynapusauus, Hedbap-
MaKoJIOrMYHU Hamecn (Kapauosepcus, aebubprnauns, nencm-
paHe 1 KaTeTbpHa abnauus), KakTo 1 GapmMaKkonormyHo fneyeHve
(He-aHTMAPUTMMYHM NTeKapCTBa U aHTUAPUTMUYHM NIeKapCTBa)
MOXe Aia ca Heo6xoArMM 3a KOHTpon Ha KA B Tasn cuTyauums.
[MarHoCTUYHUAT Noaxol NPU NauUeHTN C NPOABIKUTENHN
KA B koHTekcTa Ha OKC e npepacTaseH BbB Queypa 3.
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5.1.2.MpeBeHuUnA N NogXoa KbM BHe3anHa cbpAeyvHa
CMBPT CBbp3aHa C OCTPU KOPOHAPHU
cuHpapomMmu: fo6onHNYHa pasa

MpeBeHUNA Ha BHe3anHa CbpAeYHa CMbPT CBbP3aHa €
OCTPU KOPOHapHN CUMHApPOMMN: fo6oNHUYHA da3a

Mpenopbkn

Mpu nauveHTn ¢ rpbaHa 6onka ce
npenopbyBa Aa Cce Hamanu Bpe-
METO OT HauyajaoTo Ha CMMMTOMa-
TUKaTa [O MbPBUA MEANLMHCKM
KOHTAKT 11 OT MbPBUA MEANLIMHCKN
KOHTaKT Ao penepdysunTa.

MNpenopbuBa ce eKUNbT Ha NHEN-
KaTa ga 6baat obyuyeHn n ekunu-
paHn ga upentudumumpat OKC (c
nomouyTta Ha anapatypa 3a EKI 3a-
nUcn 1 NpU HyAa TenemeTpus) n
[la neKkyBaT CbpAeyeH apecT ypes
N3BbpPLUBaHE Ha OCHOBHM XMNBOTO-
noaabpXawm AencTena u pedu-
6punauns

MpenopbuBaT ce OCHOBHUTE U Crie-
LuanmsnpaHnTe >K1BOTO-MOAABP-
XKawwm fencTema aa ce M3BbpLiBaTt
no anroputMn onpefeneHyn ot
European Resuscitation Council
WS OT HALUMOHANTHW UAW MeXAYHa-
POAHM eKCNepTHU Fpynm No pecyc-
AR

MpenopbuBa ce cnegpecycumta-
LIMOHHUTE TPpVXW fia ce noemar ot
BUCOKOOBGEMHM Creunanu3npaHmn
LieHTpoBe [aBalyyi Bb3MOXHOCT
33 MyNTUAUCLMMIIVMHAPHU WHTEH-
3VIBHU TPV, BKIIOUATENTHO Mbp-
BUYHY KOPOHAPHU MHTEPBEHLUM,
enekTpodusmonorms, anapati 3a
CbpAEYHO MOAMoMaraHe, Cbpaeuy-
Ha ¥ CbAOBA XMPYPrvA 1 Tepanes-
TUYHA XUMOTEPMUA.

Cb3paBaHeTO  Ha  pervioHanHu
MpPEXM 3a NneyeHne Ha CbpAeYHUA
apect TpAb6Ba fa ce uMa npeasug
c uen nopobpABaHe Ha KIMHUYHUA
n3X0p.

2Knac Ha npenopbKuTe.

®H1BO Ha [OKA3aTe/ICTBEHOCT.

U3TOUHMK(LM), NoAKpPeNALL(M) NpenopbKuTe.

OKC = ocTpu KopoHapHu cuHgpomu; EKI = enektpokapguorpama.

Bbnpeku ye BbTPE6OONHMYHATA CMBPTHOCT OT MUOKAPAEH VH-
dapkT ¢ eneBaumaA Ha ST-cermeHTa (STEMI) e Hamansana 3Haum-
TeNHO nopajun ynoTtpebaTta Ha CbBpeMeHHa penepdy3noHHa
Tepanus, KpaTKoCpouHaTa CMbPTHOCT KaTo Ao BCe ole byam
6e3noKoncTBO. MHPapKTHT, KOWTO ce MaHUdecTpa Kato BHe-
3aMHa CMbPT MNpe3 MbpPBUTE HAKONKO Yaca Cfief HayanoTo Ha
CUMNTOMATVKaTa, € MNOHACTOALEM [MlaBHa MPUUYMHA 3@ CMBPT-
HOCT NPU OCTbP MMOKAPAEH NHDAPKT.

5.1.3.MpeBeHUNA Ha BHe3anHaTa CbpAeYHa CMbpPT
CBbp3aHa C OCTPV KOPOHapHW CMHAPOMMN:
6onHnyHa Ppasa

My6nunkysaHu ca Mpenopbku Ha ESC 3a neyenne Ha OKC c nnn
6e3 eneBaLma Ha ST-cermeHTa 1 3a KOpPOHapHa peBacKynapusa-
UMA 1 B TAX € AafieHa NbJIHa UHPOopPMaLMA OTHOCHO ANarHocTu-
kata Ha OKC, NSTEMI nnun STEMI, a ykasaHuATa 3a fleyeHneTo ca
npefcraseHy nogpo6Ho.>2%27 Tozun pasaen ce pokycmpa Bbp-
Xy cneunduryHaTa pona Ha penepdysnaTa u/unv peeackynapu-
3aumaTa 3a npeseHUMA 1 neyveHne Ha KT unn KM npu nayneHTn
c OKC.

B pe3ynTaT Ha BbBeX[aHETO Ha Nporpamy 3a HacouBaHe
Ha BHMMaHMeTO Ha HaceneHumeTo KbM BCC ce HabnoaaBa Ha-
pactBaHe Ha 6poa Ha XocnuTanM3MpaHuTe NULa, NPEXUBenmn
n3BbHOOMHNYEH apecT. AKO B Npef-pecycunTaLmMoHHaTa unm B
paHHaTa cnep-pecycumtayuoHHa EKI ce yctaHoBM eneBaums Ha
ST-cermeHTa, Ce NpenopbYBa CrellHa aHrnorpadusa n peBacky-
napwv3sauus, KakTo npu BCUYKM nauuenTn ¢ STEMIL?! fluncara Ha
enesauua Ha ST-cermeHTa obauye He M3KMOUYBa OGCTPYKTUBHM
VN faxke TPOMOOTUYHYM "BUHOBHN" Ne31K, KaKBMTO MoraT fa ce
HamepAT B 25-58% oT ciyyanTe.?>2°2 MpeaBua BUCOKaTa vec-
TOTa Ha KOPOHAPHM OKJTYy3UN 1 NOTeHUMANHUTE TPYAHOCTU NpKn
MHTepnpeTaumnaTa Ha EKI cnep cbpaeyeH apect, npu naumeHTy,

MpeBeHUns M noBeAeHWe NMPU BHe3anHa CbpAevHA
CMBPT CBbp3aHa C OCTPU KOPOHapHU cuHApomu: 60-
Hu4Ha ¢a3a. MokasaHusA 3a peBacKynapusauus

Mpenopbku Knac? Huso? Usr

247~
249

He3abaBHa penepdy3us ce npeno-
pbuBa npu nauyneHTn ¢ STEMI.

KopoHapHa  peBackynapwv3aumsa
ce nperopbyBa NpU MaumMeHTn ¢
NSTEMI vnnu HectabunHa aHrmHa
cbrnacHo npenopbkute Ha ESC
npu NSTEMI.

13,250

KopoHapHa aHrnorpadus, nocneg-
BaHa MpW HyXAa OT KOPOHapHa
aHrMomnnacTka B pamknTe Ha 2 u.
cnep xocnutanusauuaTa, ce npe-
nopbyBa NpW NaLMEHTN C BUCOKO-
pucko NSTEMI, KowTo ce nponaBssa-
Ba U C XMBoTo3acTpalasalya KA.

13,250

Bbbp3a v nbnHa peBackynapusaumsa
ce npenopbyBa 3a eyeHne Ha Mu-
OKapfiHa NCXeMUs, KOATO MOXe fa
e Hanuue nNpu NauynmeHTn C peky-
peHTHa KT nnn KM.

251,
252

Bbp3o oTBapaAHe Ha MHbAPKTHUTE
CbfloBe Ce MpenopbysBa 3a Mnpe-
MaxBaHe Ha HOBOMOABWN Ce Ncxe-
MUWYHM HapyweHua Ha AV nposo-
ammocrt. ToBa e 0cobeHo BanvuaHo
npu AV 650K, AbJIXKaly ce Ha AoneH
NHGApPKT, JOpU 1 B CAlyYail Ha KbC-
HO (>12 v.) npeacTaBsHe.

253

[npeKkTHO nprvemaHe B KaTteTepu-
3aLMOHHa nabopatopus ce npeno-
pbyuBa MpU KOMaTO3HWU MaLMeHTH,
NPEXNBANN N3BBHOONHUYEH Cbp-
[leYeH apecT, C enekTpoKapAano-
rpadpckn 6enesn Ha STEMI B cnep-
pecycumTaunoHHata EKI.

251,
252
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MNpemyHaBaHe Npe3 3BeHO 3a WH-
TEH3VBHU rpyXmn TpA6Ba Aa ce nma
npeABuA NPy KOMaTo3HW NauueH-
TV, NPEXMBANN K3BbHOONHMYEH
CbpAeyeH apecT, 6e3 enekTpokap-
avorpadcku Kputepun 3a enesa-
umMA Ha ST-cermeHTa B Criefi-pecyc-
umtauymoHHata EKT, 3a uskniousaHe
Ha HEKOPOHAaPHM NPUYMHU U aKo
NMNCBAT BUAUMW  HEKOPOHAPHW
npuyvHK, TpAbBa Aa ce uma npeg-
BWA KOPOHapHa aHruorpadus,
KONKOTO € Bb3MOXHO M0-CKOpPO (<2
h), ocobeHo npu xemognHaMNYHO
HeCcTabunHM NauneHTu.

251,
252

MmnnaHTaumMa Ha YCTPOWCTBO 3a
JIK nognomaraHe unu ekctpakop-
nopasnHa nogkpena Ha »KusHeHnuTe
dyHKUMK TpAbBa Aa ce UMa npea-
BUA MPU XeMOAMHAMUYHO HecTa-
6UHW NaLMeHTN C peunanBMpalLa
KT unn KM, Bbnpeku ontumanHaTa
Tepanusa.

254

CbpaeuHa nogkpena M pesBac-
Kynapusauus B cneuyuanusupaH
LEHTBP MOXe fia ce 06Cban npu
nauveHTn ¢ pedpaktepeH cbpae-
ueH apecr.

255,
256

2Knac Ha npenopbkuTe.

"HnBO Ha fOKa3aTeNCTBEHOCT.

U3TOUHMK(LM), NOAKPENALL (1) NpenopbKuUTe.

OKC = ocTpu KOpoHapHu cuHApomu; AV = aTpro-BeHTPUKynapeH;
EKI = enektpokapguorpama; ESC = European Society of Cardiology;
JIK = neBokamepHo; NSTEMI = mrokapaeH nHoapkT 6e3 eneaunsa Ha
ST-cetmeHTa; BCC = BHe3anHa cbpaeyHa cMbpT; STEMI = mnokapaeH
nH}apKT ¢ enesauyms Ha ST-cermeHTa; KA = KamepHa aputmusa; KM =
KamepHo MbXAaeHe; KT = kamepHa Taxnkapansa

MpeBeHUus U noBeAeHWe NPU BHe3anmHa CbpAevHa
CMBPT CBbpP3aHa C OCTPU KOPOHapHU cuHApomu: 6on-
HuyHa ¢asa. [Jedmnbpunauyunsa/kapanoBepcusa/neKkap-
cTBa/KaTeTbpHa abnauusa

MepopanHo neveHve c 6eta-6s0-
Kepwn TpAaGBa Aa ce UMa Npeasua
no Bpeme Ha 60NHNYHUA NpecToin
W pa NpoabiiXu cnep Hero npw
BCUYKM naymeHTn ¢ OKC 6e3 npo-
TUBOMOKAa3aHMA.

130,
257,
259,
260

PagnodpekBeHTHa KaTeTbpHa
abnauua B cneuymanu3vpaH LeH-
Tbp 3a abnauyun, nocnepBaHa ot
vMnniaHTauma Ha ICD, Tpabea pa
ce uma npeasua Npu NauueHTn ¢
peumnpusnpawa KT, KM unn enek-
Tpuyecka 6yps, BbNpekn nbaHaTa
peBacKynapusauma u onTMManHo-
TO MEAUKAMEHTO3HO NeyeHme.

261-
267

Moracagawa cTUmynauua C
TPaHCBEHO3EeH KaTeTbp TpA6Ba Aa
ce nma npeasug, ako KT peunpu-
BMPa YecTo, BbMNpeKn ynotpebata
Ha aHTUAPUTMUYHU NleKapcTBa, a
KaTeTbpHa abnauusa He e Bb3MOX-
Ha.

MHTpaBeHO3eH NuaoKanH Moxe fa
ce ma npeaBuf 3a neyeHune Ha pe-
KypeHTHa npogbmkutenta KT nnn
KM npw n1nca Ha oTroBop KbM 6e-
Ta-6710Kepy UNK amrofAPOH, Unn
npy HanmMume Ha NPOTUBOMOKa3a-
HUA 32 aMMOAAaPOH.

268

MpodunnakTuHo neyeHme € aHTU-
APUTMNYHK NeKapcTBa (pasnnuHn
oT 6eTa-6nokepun) He ce mnpeno-
pbuBa.

269,
270

Mpenopbkn Knac? Huso® UsT

Beta-6nokepHo neuexve ce npe-
nopbyBa Npu peuuanBMpalla no-
numopdoHa KT.

257

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

258

He3abaBHa enekTpokapanoBep-
<A unn pedubprnauma ce npeno-
pbyBa NPV NaLMUEHTN C NPOABIXKN-
TenHa KT nnn KM.

180

HeoTnoxHa KopoHapHa aHruorpa-
dua, nocneaBaHa Npu nokasaHusa
OT peBacKynapuv3auus, ce npeno-
pbyBa NpW NaLNEHTU C PeKYpPEeHT-
Ha KT unm KM, KoraTto He moxe
[a 6bfe M3KNOYeHa MUOKapAaHa
nexemms.

251,
252

KopeKkuuna Ha enekTponuTHUA Au-
c6anaHc ce npenopbyBa Npwv na-
umneHTn ¢ pekypeHTHa KT nnn KM.

179

?Knac Ha npenopbkuTe.

PHyBO Ha AOKa3aTeNCTBEHOCT.

U3TOUHMK(LUM), NoAKpenALLY (1) NpenopbKuTe.

OKC = ocTpu KopoHapHu cuHapomu; ICD = nmnnaHTupyem Kapamvo-
BepTep Aepumbpunatop; BCC = BHe3anHa cbpheyHa cmbpT; KM = Ka-
MepHO MbxfeHe; KT = KamepHa TaxuKkapausa.

lMpeBeHUNA M nNoBefeHMe NpU BHe3anHa CbpAevHa
CMDBPT CBbp3aHa C OCTPU KOPOHapHU cmHapomu: 6on-
HUYHa dasa. MencnpaHe/mmnnaHTupyem KapauoBep-
Tep aepubpunarop

Mpenopbkn Knac® | HugoP /EL

BpemeHHO TpaHCBEHO3HO mnewncu-
paHe ce mpenopbyBa Npw nauu-
€HTW CbC CUMMTOMHA CUHYCOBa
6paaunKapamna, BbNpekn neyeHune-
TO C MO3UTMBHM XPOHOTPOMHM
cpeacTsa.

271

BpeMeHHO TpaHCBEHO3HO mnewncu-
paHe ce mpenopbyBa Npu nauu-
eHTU CbC CUMMTOMEH BUCOKOCTE-
neHeH AV 6nok 6e3 cTabuneH
3aMecTUTENeH PUTHbM.

271

HeoTtnoxHa aHrnorpadus ce npe-
nopbyBa Npwv NaumeHT! CbC CUMM-
TOMeH BucokocTeneHeH AV 650K,
npu KOMTO He e OCbLUeCcTBEHa pe-
nepdysusa.

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

272

MpenporpamvipaHe Ha Beye WM-
nnaHtTupaH ICD Tpabsa Aa ce uma
npeasua npu n3nnwHm ICD-wo-
KoBe.

lla 272

Wmnnantauua Ha ICD wnu Bpe-
MeHHO n3non3eaHe Ha WCD moxxe
ha ce uma npegsup <40 pgHu
cnef MuoKapfeH WHOapKT npu
n3bpaHM naumMeHTM (C HenmbiHa 1Ib
peBackynapmsauma,” npepglect-
Bawwa JIKOU ancdyHkumaA, nossa Ha
apuTMnn >48 4. cnep HavyanoTo Ha
OKC, nonumopdHa KT unu KM).

170,
273

Mo npuHuun <40 gHW cnep mMu-
oKapAeH MHOapKT He e nokasaHa
mmnnaHTauma Ha ICD 3a nbpBUYHa
npeseHuna Ha BCC.

274,
275

2Knac Ha npenopbkuTe.

®HuBO Ha fOKa3aTeNCTBEHOCT.

U3TOUHMK(LM), NOAKPENALL (M) NpenopbKuUTe.

dHenbsiHa peBacKynapm3auma o3HayaBa HeycrelHa HTePBEeHLMA Ha
BVMHOBHATa Ne31A WV HaJIMume Ha HEBUHOBHM J1€31K, KOUTO He MoraT
Aa 6baaT nekyBaHu.

OKC = ocTpu KopoHapHu cnHapomu; AV = aTpro-BEHTPUKYNapeH;
ICD = umnnaHTUpyem Kapguoseptep fedunbpunatop; IKOU = neBoka-
MepHa n3Tnackeaua dppakuus; BCC = BHe3anHa cbpgeyHa cMbpT; KM =
KamepHo MbxfeHe; KT = kamepHa Taxmkapaus; WCD = kapaunosepTep
fedunbpunatop-KuneTka.

npexnBenn n3BbHOOHNYEH CbpAeYeH apecT, TpA6Ba Aa ce nma
npeaBua KOpoHapHa aHrnorpadusa cnep npeMuHaBaHe npes
crnewHna KabuHeT nnm 3BEHOTO 3a UHTEH3VBHO NeYeHmne C Len
M3K/IOUYBAHE Ha HECbPAEYUHM NMPUYMHU 33 apecT.?’

B ycnosuata Ha OKC n peumamnsupalla NnpogbknuTenHa u/
U xeMoguHaMuyHo 3Haunma KT mnm KM, 6bp3ata ycnewHa
peBacKynapusauua e Koy KbM Mo-HaTaTblUHA NPeBeHUUA Ha
apuTMusTa U TpsAGBa da ce npegnprieme HezabagHo.'3250:271

5.1.3.1.  KamepHu apummuu npu ocmpu KOpOHApHU CUHOPOMU
OcTpaTa ncxemua npean3BUKBa enekTpuyecka HecTabunHocT,
nposokupalua KA npu naunentn ¢ OKC.2%¢ PaHHOTO M3non3sa-
He Ha 6eTa-6nokepu B ycnosuata Ha OKC Hamanasa KT/KM u
CefoBaTesHO ce npenopbusa.?>’2%° Kopekums Ha XxunomarHe-
3nemMuATa 1 XMNoKannemmnaTa Moxke Aa NomMmorHe npu n3bpaxu
nauneHTn. JleueHneTo CbC CTaTUHM HaMansABa CMbPTHOCTTa NpU
nauneHTn ¢ CAD, 0CHOBHO Upes npefoTBpaTABaHe Ha MOBTOPHU
KOPOHapHU CbOUTUA, 1 ClefOBaTENTHO € YacT OT MPenopbyaHo-
TO PYTVHHO JIEKAPCTBEHO NleyeHue, 270271

5.1.3.2.  Ynompeba Ha aHmuapummuy4HU 1leKapcmed npu ocmpu
KOPOHApPHU CUHOPOMU — 06WU CBOOpaxeHUs
EnekTpnueckata KapguoBepcus unu gedmbpunauns e Hame-
ca Ha n36op 3a OCTPO NpeKkpaTaBaHe Ha KA npu nauyneHTn c
OKC."?71 PaHHOTO (MO Bb3MOXHOCT i.v.) MpunoxeHme Ha 6eta-
610KepY MOXe Aa CMOMOTHe 3a NPEeBEHUNA Ha PeKYpPeHTHNUTe
apuTMnN.2>%26%271 AHTMaPUTMUYHOTO JIEKAPCTBEHO JleueHne C
amropapoH Tpabaa fa ce Ma NpeaBua, Camo ako ENU30ANUTE Ha
KT nnun KM ca yecTu 1 He morat noBeue Aa 6bAaT KOHTPOMPaHK
cnocnepoBaTesiHa efleKTpuyecKa Kapanosepcus unu aednbpun-
nauma.?”' Mpu peunaueunpalla npoabikutenHa KT unm KM, He-

pearvpalym Ha 6eTa-61oKepu UM aMMOAAPOH MKW B CNlyYait Ha
NPOTUBOMOKa3aHUA 3a aMMOAAPOH, MOXe fia Ce MMa NpeaBua
WHTPaBeHO3€eH nuaokauH. Mpu nauneHTn ¢ peungmenpaiya KT
unn KM, npefn3BriKaHy OT KamepHa eKkcTpacucTona (premature
ventricular complex, PVC) Bb3HMKBaLla B YaCTUYHO yBpeneHun
BnakHa Ha Purkinje, kKaTeTbpHaTta abnauna e MHoro ebeKTUBHa 1
TpAb6Ba fa ce B3eme npeasna®'—2% (uxTe pasgen 6.3.2).

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

MpenopbuBa ce 6GeTa-6MOKEPHO fleyeHne 3a MNPEeBEHUUs Ha

KA.2>7271 MpodunnakTMUHOTO NeYeHne C aHTUAPUTMUYHI NeKap-

CTBa He Ce e 0Ka3aso MOoNe3HO 1 Jaxe MOXe Aia MMa yBpexaall

edeKT 1 Mo Ta3m NPUUNHA He ce npenopbusa.?>’26?

5.1.3.4. KamepHu ekcmpacucmonu

PVCs n HenmpogbmxuTenHata KamepHa Taxukapgua (non-
sustained ventricular tachycardia, NSVT) ca yecTtn npu nauneH-
™ ¢ OKC, ocobeHo no Bpeme Ha MbpBUYHA NEPKYTaHHa KOpo-
HapHa MHTepBeHUMA 3a STEMI (M3BecTHM KaTo penepdy3noHHN
aputMum). Te MHOTO PAAKO MMAT XeMOAUHAMUYHA 3HAUYUMOCT ©
He M3MCKBaT cneuuanHo neveHue. MpogbmkmTenHaTa U yecta
KamepHa ekTonua Moxe fa 6bae npusHak, ye e Heobxoanma
AOMbJIHUTENIHA peBacKynapu3aumsa (C Apyru Aymu, NMoBTOpHa
aHr1orpama/nepKyTaHHa KopoHapHa uHtepseHuyus).2>%27 Mpu
XeMmoguHaMuyHo 3Haumma NSVT, TpA6Ba fa ce uma npensup
amuogapoH (300 mg i.v. 6onyc)." 2!

5.1.3.5.  [lpodwsnxumenHa KT u KM

PekypeHTHaTa npoabnxuTtenHa KT, ocobeHo Korato e nonu-
MopdHa, unm pekypeHtHoTto KM Moxe fa ca 6ener Ha Henbi-
Ha penepdy3na UM HacTbMBaHe Ha ocTpa ncxemus. Mo Tasm
npuvunHa Tpabea da ce obCbAM CnelHa KOpPOHapHa aHrmorpa-
¢u1a.25%271 PekypeHTHaTa nonumopdHa KT, gereHepupatlia B KM,
MOXe fia ce nosnuse ot 6eta-6nokepu. JonbnHuTenHo, Abnbo-
KaTa ceflaLmaA MOXe a CMOMOrHe 3a HamanfABaHe Ha env3oauTe
Ha KT wnnu KM. AmrnopapoH (150-300 mg i.v. 6onyc) Tpabsa aa ce
“UMa npefBuA C e oCcTPo NOTUCKaHe Ha XeMOAUHAMUYHO 3Ha-
ynmuTe pekypeHTHU KA. YnotpebaTa Ha Apyrv aHTUAPUTMUYHN
nekapcta npu OKC (kaTo npokanHamua, nponapeHoH, almMa-
nuH, drekanHng) He ce npenopbusa.’26%27!

5.1.3.6. KamemwpHa abnayus npu peyudusupauwid npoossiKu-
mesiHa KamepHa Maxukapous, peyuousupalio KAMepHO
MBXOeHe U eflekmpuydecka 6yps
Mpu naureHTn ¢ peunamsupaila KT nnn KM, Bbrnpekn nbaHaTta
peBacKynapusauma 1 ONTUMasHOTO MeAMKaMeHTO3HO JleueHue,
TpAbBa fAa ce o6cban pagmodpeKkBeHTHa KaTeTbpHa abnauus.
PekypeHTHUTE enu3oam Ha KM moraTt ga 6baat npoBOKMpaHu
oT PVCs, Bb3HUKBALLM B MACTOTO Ha YaCTUYHO yBPefleHM BllakHa
Ha Purkinje, nnun Ha KamepeH mMroKapg, yBpeaeH oT ncxemus u/
unu penepdysud. MNpr NOYTV BCUUKK Cllyyam CyoCTpaThT e JoCc-
TbNeH OTKbM eHAoKapAa. TOUHUAT KaTeTbpeH MenvHT 1 ycneLu-
HaTa abnauua Ha Tpurepute Ha KT nnn KM, nnmn Ha MuokapaHua
cybeTpart, noagbpxaw, KT unn KM, e cnoxHa v cneunduyHa
npoueaypa. Mo Ta3n npuurHa, TpA6Ba fa ce MMa NpeABUS paH-
HO HacouBaHe Ha nauuneHTu ¢ 6ypsa ot KT nnm KM kbm cneymanu-
3vpaHu abnaumoHHN LeHTpoBe.261-265

5.1.3.7.  EkcmpakopnopanHu ycmpolicmea 3a noonomazaHe

Mpw n3bpaHn naumeHTn c pekypeHtHa KT unm KM, Konto He
ce OBflaAABaT OT roOpenocoyeHnTe MPEnopbKM 3a NleveHune, C
Lien xemoauHaMnyHa ctabrunmsauua Tpabea aa ce obcban NM-
nnaHTaumna Ha ycTpomncTso 3a JIK nognomaraHe nam ekctpakop-
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nopanHa XemMogvHamu4yHa NOAAPBXKKA. TakmBa MHTepBEHUUU
MoraT Aa OCUTypAT TepaneBTUYeH Npo3opeL, NO3BosABAaLY KO-
POHAPHU NHTEPBEHLMN NPU KapAUOreHeH LOK Ab/Kall ce Ha
pekypeHTHa KT nnn KM. Makap ye ¢ ycTponcTBa 3a KamepHo
noJinomMaraHe Moxe fia ce NocTUrHe XxemovHaMnyHa ctabunu-
3aunsA, BEpOATHOCTTa 3a peunansmpaHe Ha KT nnm KM e Bucoka
1 MIHTEPBEHUMOHHOTO JleyeHue e 3aTpyaHeHo.2>

5.1.3.8. bpadukapous u copoeyeH 6710k

BbMoO’KHa e nosiBa Ha 6paguKapana u cbpaeyeH 650K, KOMTo ca
CBbP3aHN C NMOBULIEHA BBTPEOONHNYHA CMBPTHOCT. AV 6110KbT
ce ObJIKM Hal-4ecTo Ha MPOKCMManHa OKJy3usa Ha AAcHaTa Ko-
pOHapHa apTepus UNN OOMUHaAHTHA UMKyMdeKcHa apTepus.
Bbp3aTa KOpoHapHa peBacKynapusaunsa Hal-4ecTo Bb3CTaHO-
BAABa NPOBOAMMOCTTA.2>3 KoraTo B pe3ynTaT Ha 6pagukapavsta
HaCTbMMN TEXXKO XeMOANHAMUYHO HapyLleHne (06MKHOBEHO Npu
HanpeaHan Unu NMbieH cbphedeH 610K Npu unca Ha ctabunex
3amMecTuTeNieH HofaneH pUTbM) UK KOraTo T NepcucTupa Bb-
NPeKn KopoHapHaTa peBacKynapu3auns, MOXe Aa Ce HanoXu
BPEMEHHO KaMepHO MelichpaHe ¢ Nencrpaly KaTeTbp, BbBeLeH
nepKyTaHHO [0 AdcHaTa Kamepa.?’! Mpu nepcrcTupalya 6pagu-
Kapausa nnm cbpaedeH 610K MoXe fla € He0H6X0ANUMO NOCTOSHHO
neicupaHe, KOeTo TpsbBa Aia Ce OCbLLECTBY B CbOTBETCTBYE C
TeKyLwmTe NpenopbKiy 3a nencmpate.’”

5.1.4. [porHocTn4YHa ponsA Ha paHHOTO KaMepHO
MbXAeHe

PaHHOTO KM (T.€. HacTbnBawWo B pamkuTe Ha 48 u.) npn OKC e
CBbP3aHO C METKPATHO YBeNMYeHre Ha OONHMYHATa CMbPT-
HOCT?7 11 BEPOATHO Pa3KpMBa PUCK OT MO-AbJrOCPOUHA CMbPT-
HOCT. He BCMUKM NO-KBbCHM Cllyyan Ha CMBPT Ca BHE3aMNHU U pe-
WweHneTo 3a fednbpunatopHa Tepanus TpsbBa Ja ce 0OCHOBaBa
Ha HanMuKe Ha ApYrv JOMbAHUTENHN PUCKOBU GAKTOPU, OCBEH
KM vnu KT B ycnosusTa Ha OKC.?78:279

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

Mpenopbkn

PVS moxe fa ce uma npeasug paHo
cnep MmokapaeH nHbapkT npu na-
LMeHTH ¢ HamaneHa JIKOU (<40%)
3a OLEeHKa Ha pucKa OT BHe3arnHa
CMBPT.

HenHBa3mBHM  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 npernopbKuTe.

®HMBO Ha JOKa3aTeNCTBEHOCT.

U3TOUHMK(LM), NOAKpPeENALL(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. CrpaTudmkauma Ha pucKa 3a BHe3amnHa
cbpAevyHa CMbpT

BCC e BaXHa npuumMHa 3a CMBbPT Cfej OCTbP MUOKApAEH WH-
bapKT 1 YecTo ce AbMIKM Ha peunanBrpaly MHGapKT. Bbnpeku
TOBA, paHHATa MMMNMaHTaUMA Ha gedumbpunatop cnep nHGapKT
He nogobpsaBa NporHosata, BEPOATHO MOPaAN KOHKYPEHTHU
NpUYKHK 3a cMbPT.2’427> MpenopbyBa ce ONTMManHa peBacky-
nlapu3auma u MegmKaMeHTO3Ha Tepanus (BKJouBalla 6eta-6510-
Kepw, ABOVHA aHTUTPOMOOUNTHA Tepanua U CTaTUHW) U npe-
BeHUMsA 1 NieyeHne Ha CH, KomTo ca ocHOBa Ha NpeBeHUKATa Ha
BHe3arHaTta CMbpT Cpej Ta3u rpyna nauuneHtu. Makap ye B Tasu
KOXOpTa Ca MPOBEPEHUN 1 OTXBbPNEHN HAKONKO HEVWHBA3UBHU
PUCKOBM MapKepa 3a BHe3arHa CMbpPT, HAKOW JaHHW NoAKpensaT
ynoTpebaTta Ha paHHa nporpamupaHa CcTMMynauus npu nauu-
EHTU C NPEXMBAH MUOKapAeH MHPAPKT 1 noHmxkeHa JIKOW, Tvi
KaTo Te3n 6e3 nHayurpyema moHomopdHa KT umaTt HUCHK puck
OT nocnieagalla BHe3anHa cMbpT.2®> Heobxogmmu ca paHaoMu-
31paHn N3NUTBAHUA 3a OKOHYATENTHO onpejesiAHe Ha PoNATa Ha
nporpamrpaHaTa CTMMynaLuus 3a paHHa cTpatudukauma Ha pu-
CKa criefl OCTbp MUOKapaeH NHbapKT.

5.2.2.A36npaHe Ha NoAXO4ALL MOMEHT
3a NocTaBsAHe Ha UMMIaHTPYyeM KapuoBepTep
Aedunbpunatop cneg MnokapaeH NHGapKT -
oLleHKa Ha neBoKamepHaTta guchyHKuuA npeamn
" cnep n3nucBaHe

N360p Ha onTMManeH MOMEHT 3a NOCTaBAHE Ha MM-
nnaHTMpyeMm KappguosepTtep pedubpunatop cnep
MuokapaeH nH$papkT. OLeHKa Ha fleBOKamMepHaTa us-
TnackBawa ppakums.

Mpenopbku Knac® | Hueo® /E

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

HoBa oueHka Ha JIKOU 6-12 cen-
MWLM Cef MUoKapaeH MHPapKT ce
npenopbyBa 3a OLEHKa Ha MoTeH-
LuanHaTa HyXfja oT nocTaBAHe Ha
ICD c uen nbpBrYHa NpeBeHUUs.

286-
288

2Knac Ha npenopbKuTe.

"HuBO Ha fOKa3aTeNCTBEHOCT.

U3TOUHKK(YK), NoaKpenALw(1) NnpenopbKUTe.

ICD = nmnnaHTUpyem Kapamoseptep aedpubpunatop; IKDU = neBoka-
MepHa n3Tnackealya dpakuyms.

PaHHO (<40 gHu) noctaBsaHe Ha ICD unn BpemeHHa (<40 aHwW)
ynotpeba Ha WCD moxe fia ce 06Cbay Npy Hasmume Ha cneuu-
bUUHKN CbCTOSAHUA, KaTo NpefLecTBallo HapyweHre Ha JIKOW,
HemnbJiHa peBacKynapusauus U apuTMmUa HacTbrBalja >48 u.
cnep Hauanoto Ha OKC. TpabBa fa 6be onpeaeneH BUABLT Ha KA
(moHoMOpdHa, nonumopdHa, nneomopdHa KT unu KM), Kakto n
ObJDKUHATA HA UuKbna Ha KT (Henpoab i KUTeNHW KpaTKuY 3aimno-
BE WU HEMPOABIKUTENHN AbNrv nepuoan). MNpu n3sbpluBaHe
Ha nMporpamvpaHa cTMMynauus, TpsibBa fia ce onpenenu UHAy-
LUMpyemMocCTTa 1 BUZa Ha MHAYUMpaHaTa aputmusi (MoHoMopdHa
KT, nonumopdHa KT, KM).274:27>
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JIKOW TpabBa ga 6bae oueHeHa 6-12 cegMuumn cnep mMu-
oKapaHUA MHGAPKT Npu CTabUIHU MaUMEHTM 1 NPU Te3n Ha
onTMMasHa fiekapcTeeHa Tepanua 3a CH ¢ uen pa 6baat npe-
LUeHeHW MoTeHUMaNHWTe MOKa3aHUA 3a MbpBUYHA NpPEBaH-
TMBHa MMNNaHTauus Ha aedubpunatop. OueHkaTa TpA6Ba fa

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

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

CbBpemMeHHaTa peBacKynapvsauma n BTOPUYHA MpeBaHTUBHA
TepanuAa No3BonABa CbxpaHaBaHeTo Ha JIKODW npu noseveto
nauMeHTy, ABABALLYM Ce PaHO C OCTbP MUOKapAeH NHGAPKT. Bb-
npeku ye puckbT oT BCC npu Te3m naymeHTy e 3Ha4YnTesHO no-
HUCBK, OTKOJIKOTO MpW NauueHTUTe C TexKo HapyuweHa JIKOWY,
abcontoTHMAT 6poit kepTBu Ha BCC cbe 3anaseHa JIKOU e Bucok.
Heobxoanmo e nogobpsaBaHe Ha cTpaTernnTe 3a paskprBaHe Ha
pucka ot BCC cpefs ymepeHo-prickoBaTa nonynauus.

5.3.1. Crpatndunkauma Ha pucka

CtpaTudpumKauma Ha pucka Nnpy NaLNeHT cbe cTabunHa
KOpOHapHa apTepuanHa 6onecrt ciieq MUOKapAeH MH-
$apKT cbc 3anaseHa nsTnackBaua ppakumus

Mpenopbkn Knac® | HueoP N31°

PVS TpabBa fa ce vma npensua
npu nNauveHTn MNPeXuBenu Muo-
KapaeH MHdapKT cbe 3anaseHa JIK lla
dYHKLUMA 1 CMHKON, 38 KOWNTO HAMa
Lpyro obsacHeHue.
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?Knac Ha npenopbKuTe.

®HuBO Ha fOKa3aTeNCTBEHOCT.

U3TOUHMK(LWM), NOAKPeNALL(M) NpenopbKUTe.

JIK = neBokamepHa; PVS = nporpamupaHa kamepHa ctumynaumsa.

MoBeueTo NpoyyYBaHKA, KOUTO Ca OLEHUIM Mos3aTa OT HEUHBa-
3MBHaTa cTpaTndMKaLmMA Ha PUCKa, ca NPOBeAeHN NPU NauuneH-
TW C TeXKO HapyLeHa JIKOU (<40%) nnm B cmeceHa nonynauus.
B Te3u npoyuBaHUA KNMHUYHMAT M3X04 B Nofrpynata naymeHTu
c IKOW >40% unu He ce cboblaBa, v noarpynuTe ca 6unm
npekasieHo MaJiky, 3a ja ce Hanpasu aHanu3 u nHTepnpeTaums
Ha AaHHuTe. MoHacToAwWweM, NPU NauUeHTU C oTdaneyeH Mu-
oKapAaeH nHbapKT 1 3anaseHa JIKOU HUTO eanH meTop 3a cTpa-
TUOMKaLMA Ha PUCKa He e NoKasan JocTaTbyHa cneunduyHocT
N YyBCTBUTESTHOCT.

CobluyecTByBa OrpaHMUYeHO KONMYECTBO JaHHW OT MOArpynu
B rofiemy MpoyyBaHus, Yye nporpammpaHaTa KamepHa CTuMy-
nauua e nosesHa 3a cTpaTMduKauma Ha puUcka Npu naymeHTn
NPeXUBANN MUOKapAEH UHGAPKT C MEXAMHHU CTOMHOCTU Ha
JIKOW nnn ¢ JIKOU >40%.289-282 To3n BbNpOC € B npouec Ha
U3ACHABaHe B MPOBEXJALOTO Ce MOHACTOALEeM W3NUTBaHe
Risk Stratification in Patients With Preserved Ejection Fraction
(PRESERVE-EF) (NCT02124018).

5.3.2.lpenopbKu 3a onTuMarnHa crparerus
Hanocnepbk 6sxa ny6nvkyBaHu Mpenopbku 3a KOPOHapHa
peBackynapvsauua.'* Te npegnarat sicHa HGopMaums 3a Heo6-

PeBacKynapusauusa npu nauneHT cbe ctabunHa Kopo-
HapHa apTepuanHa 6onect cneg MnokapaeH nHGapKT
Cbc 3anaseHa usTnackBauia ¢pakuyus

Mpenopbknu Knac® Hueo® UsT

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

289,
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U3TOUHMK(LUK), NoaKpenAL (M) NnpenopbKuTe.

BCC = BHe3anHa cbpaeyHa cMbpT; KM = KamepHO MbXaeHe.

XOAVMUA NOAXOA W Ha UATaTenNs ce npernopbyBa Aa ce o6bpHe
3a NOAPOBGHOCTU KbM OPUTMHANTHUA AOKYMEHT.

Mpwn naynenT ¢ CAD n KA 0CHOBHO 3Ha4YeHue UMa OLeHKa-
Ta Ha 06CTPYKTMBHATa KOPOHapHa bonecT n ncxemusaTa. Xupyp-
rMyHaTa peBacKynapursauma Moxe a MNOoBULLN NPeXUBAEMOCT-
Ta 1 ga npegnasun ot BCC. MimnnaHTaumaTa Ha ennkapgeH ICD
enekTpop Mo Bpeme Ha aopTo-KOPOHApHUsA bGalnac He e CBbp-
3aHa KaTo Ao C HamansBaHe Ha CMbPTHOCTTa. [lepKyTaHHaTa
KOPOHApHa MHTEPBEHUNMA CbLIO € CBbp3aHa C U3Pa3eHO MOHU-
XeHue Ha CbpfeyHaTa CMbPTHOCT, MOpPaamM No-Masiko Cilyyaum Ha
CMBPT OT MUOKapAeH UHGAPKT Mv BHe3anHa CMbpT.

PeBackynapusauuata moxe fa goBefe A0 MOBULLIABAHe Ha
JNIKOW ¢ =5-6% npwu 15-65% oT ctabunHute nauyueHTn. ToBa
e 0Cco6eHO BanuAHO MpuW Te3n C AaHHW 33 UCXEMUYEH UK XU-
6epHMpaLY MUOKapA B NpeonepaTuBHUTE 06pa3HU nscnesBa-
HMA.221292 MHO3MHCTBOTO OT MaLWeHTUTe C TEXKO MOTUCHaTa
JIKOW BepHara cneg STEMI nokaseaT 3HauUTENHO NofobpeHne
Ha cucTonHata dyHKuma cneg 3 meceua.?® JIKOU tpsabea ga
6bAe oueHeHa OTHOBO 6-12 cegMuLUM Crefl KOpOoHapHa peBac-
Kynapwv3auus, 3a ia Ce NpeLeHAT NoTeHUMANHNTE NoKa3aHuA 3a
mmnnaHTauma Ha ICD 3a nbpBMYHa NpeBaHLuA.

Mpw nauneHTn, Kouto npexnsasat BCC, peBackynapusaum-
ATa MOXe Aa Hamanu peLuarBNPaHETO Ha XMBOTO3acTpalLlaBa-
wu aputmun n BCC n ga noaobpu KNMHMYHKA U3X0[, 0CO6EHO
npu JaHHW 3a ncxemma npepwectsawa BCC. Mpopbnxuten-
HaTa MoHoMopdHa KT npu nauneHTn C npekapaH M1UoKapaeH
MHPaPKT MoKasBa No-cfaba CKIOHHOCT 3a MOBMMABAHE OT pe-
BacKynapmsauus. Manko BepoAaTHO e MMOKapaHaTa peBackKy-
napvsauma ga npegortspatn pekypeHtHa BCC npu nauyneHTn ¢
0o6WMpPeH MMOKapAeH LMKATPUKC U M3Pa3eHO MOHMXeHre Ha
NKOW.

5.3.3.YnoTtpe6a Ha aHTUAPUTMUNYHM JieKapCTBa

PonATa Ha aHTMapUTMWYHMTE NeKapcTBa 3a npeBeHuMA Ha BCC
NPV NauMeHTV C NpeKapaH MUoKapaeH MHGAPKT 1 3anaseHa us-
TNnackeala ¢ppakumsa e orpaHuyeHa. MoBeyeTo JaHHWM nABaT oT
npoyusaHeTo CAST,'?° KoeTo e NoKasasno, Ye 6IOKepUTE Ha HATPW-
eBuTe KaHanu (cpeacTtsa ot knac |A n 1C) noBrwaBaT CMbPTHOCTTa
cnef MuokapaeH nHdapkrt. Cpefcreata ot Knac |l (6eTta-6nokepn)
MMaT yCTaHOBEHa PONA 3a HamanABaHe Ha CMbPTHOCTTa Npu
naumeHTn ¢ noHwxeHa JIKOU cnep MmokapaeH nHapKT v Tasn
NPOTEKTMBHA PONA MOXe 6V MepcrcTMpa U Npv NauMeHT! CbC
3ana3zeHa JIKOW, Ho edekTbT MM BbpXy BCC He e gokasaH. U Ha-
Kpas, HAMa [OKa3aTeNcTBa, Ye amnofapoH (cpepctso ot Knac i)
HamansBsa yectoTaTa Ha BCC npu nauymeHTn cbe 3anaseHa JIKOU
cnep npekapaH MMoKapAeH UHPapPKT. Bce nak, Toin moxe 6u nr-
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YnoTpe6a Ha aHTMAPMTMUYHI NleKapCcTBa
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AMrOfapOH MOXKe fa ce MMa npea-
BUJ 3a obnekyaBaHe Ha CUMMTO-
muTe oT KA npu npexusenu mu-
oKapAeH MHGapKT, HO He OKa3Ba
BANAHNE BbPXY CMBPTHOCTTA.

Tepanua c 6nokepu Ha HaTpVeBU-
Te kaHanu (knac IC) He ce npeno-
pbuBa 3a NpeBeHLVA Ha BHe3amnHa
cmbpT npu nauneHtn ¢ CAD wnmn
KOUTO Ca MpexviBeny MvoKapaeH
NHOAPKT.

2Knac Ha npenopbkuTe.

®HuBO Ha fOKa3aTeNCTBEHOCT.

U3TOUHMK(LUM), NOAKPENALL (M) NpenopbKuUTe.

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

pae pons 3a obnieKyaBaHe Ha CMMTOMATKKaTa Y HaMansBaHe Ha
eny3oguTe Ha apUTMUA B Tasu rpyna naumeHTu.

Mpy CUMMTOMHYK, HO HE W >KMBOTO3ACTPALUABALLM APUTMMIA
(PVCs unu kpaTka 1 6aBHa NSVT), ammogapoH e cpefcTBO Ha U360p,
Tbii KaTo MOTUCKa apuTMKUTE, 6€3 fa BolaBa NporHo3ara. 2?3294

' A
CneluHa aHrvorpama u
N0 Bb3MOXHOCT Mb/Ha
peBacKynapusaums

beta-6nokepHa Tepanus
(Hanp. 5 mg meTonponon i.v.)

|
v Y

Peumnamnsnpalya KT/KM nau CrabuneH
4>
yecta HenpoabmxuTenHa K nauyeHT

s A

Kapanosepcus/pednbpunaLua
MoracsABaLLo neiicupaxe
AmnogapoH 300 mg iv.

JingokanH
_ V,

06cbxaa ce Hyxaa
OT JOMbAHUTENHA
peBackynapu3aLma
(npoBepka Ha JIK dyHkuma, [
MOBTOPHa aHruorpadus)
Obcbxpaa ce HacuLaHe
Kt n Mg?

O6cbxpa e KaTeTbpHa
abnaywa u/unu cegupare
11 HacouBaHe
| KbM CriewanyisupaH LeHTop |

~N

& J

OKC = ocTpu KOPOHAPHY CYH[POMVY; i.v. = MHTPaBeHO3HO; K = Kanuif;
JIK = neokamepHa; Mg2* = marHe3uii; KM = KamepHo MbaeHe;
KT = KamepHa Taxnkapava.

Qurypa3: [OnarHOCTMYEH airopUTbM NPV NaLUeHT ¢

NPOABMKNTENHN KaMepHU apuTMun 1 ACS.

5.3.4.KateTtbpHa abnauuns

KT HacTbnBa npu 1-2% OT NauMeHTUTe KbCHO Clef M1UOKapaeH
NHGAPKT, YeCTO Cflef, MHTEPBas OT HAKONKO roAnHW. PekypeHT-
HaTa KT moxe fa 6bae nekyBaHa epeKkTVBHO C KaTeTbpHa abna-
LMsA, KOATO HamanaBa pA3Ko peumamnsmTe Ha KT B Mankum cepum
OT MauMeHTH, NeKyBaHW B CneumnannspaHmn LeHTpose. Bbnpo-
CbT, AaNN MbpBUYHaTA abnayma Ha Aobpe NoHacsAHa NPOABIIKN-
TenHa moHomopdHa KT npu naumeHTn c JIKOU >40% 6e3 oxpa-
HaBaLy ICD Hocy non3a, 3acny»asa JOMbIHUTENHO NPOYyYBaHe.
JoToraBa noctaBsHe Ha ICD TpabBa fa ce 06CbKAa Npw nauu-
EHTU, MPEXMBANY MUOKapAeH UHPaAPKT 1 CTpagalym OT NpogbA-
x»uTenHa KT unn KM npu nnunca Ha ocTpa nucxemus, fake n cneg
ycrelHa KateTbpHa abnayms,61-265

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

MNpun noseyeto naumeHTn cbc CH ce yctaHoBaBaT KA, a BHe-
3aMHaTta CMbPT e yecTa B Tasm nonynayms.'82°52% Yecrorara
1 TexxecTTa Ha KA HapacTBart ycnopegHo ¢ TexecTtTa Ha CH, HO
3HaUeHVEeTO MM 3a NMpPeAcKa3BaHe Ha BHe3amnHa CMbPT € HeAc-
HO.297-300 BcbUIHOCT, MAEHTUPUKALMATA HA MOBULLEH PUCK OT
BHe3amnHa CMbPT Npu naumneHTr cbe CH ce e oKaszana nusKnum-
TeJIHO TPyAHa 3ajada U eAVHCTBEHUAT CbO6LLAaBaH NOCTOAHEH
1 He3aBUcKM daKkTop e TexkecTTa Ha JIK gucdyHkuma unm JIKOW.

6.1. MbpBUYHa NpeBeHLMA Ha BHe3arHa
CbpAeyYHa CMbPT

6.1.1. JlekapcTBa
Mpn naumeHtn cbc CH npu cuctonHa aucdyHkuma (JIKOU
<35-40%) ce npenopbuBaT ACE nHxnbutopu, 6eta-6nokepu n
MRAS, TbIh KaTo Te HamanABaT obLaTa CMbPTHOCT U BHE3aMnHaTa
cMbpPTE (BUXKTE pasgen 5).

ACE wnHxnbutopmute HamanaeBaT oblWaTa CMbBPTHOCT C
15-25% v ce npenopbyBaT NPU BCUYKN NaLNEHTN C MOHXKEeHA
JIKOWN.83% BeTta-6nokepnTe HaManABaT CMbPTHOCTTA € ~35% K

Vnorpeﬁa Ha JieKapcTBeHn cpeanctBa nNpum nayueHTun
CyieBOKaMepHa AIIIC¢yHKI.|VIiI

Mpenopbku Knac® | Hueo® /E

OntumanHa dapmakonormyHa Te-
panua ¢ ACE uHxmbutopu (nnu,
npwv HenoHocumocT, ¢ ARBs), 6eTa-
6nokepu 1 MRAs ce npenopbuBa
npu naumeHT cbc CH 1 cuctonHa
anchyHkuma (JIKOU <35-40%) 3a
peayuMpaHe Ha obwara cMbpT-
HocT 1 BCC.
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ACE = aHrmoteH3unH-koHBepTUpaLy eH3nm; ARB = aHrmoteHsuH Il pe-
uentopeH 6nokep; CH = cbpaeyHa HepgocTaTbuHOCT; JIKDU = neBoka-
MepHa u3TnackBala ¢pakumsa; MRA = MrHepankopTUKoMA-peLenTop-
HU aHTaroHucT; BCC = BHe3anHa cbpAeyHa CMbpT.
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MMaT aHTUMCXEMUYHY CBOWCTBA, KOUTO BOAAT O cneuudryHmn
AHTU-apPUTMUYHM epeKTN N HaMansaBaT cneundrUHO YecToTa-
Ta Ha BHe3anHaTta cMbpT.8 CkopowHy gaHHu ot Konabopatme-
HaTa rpyna no 6eta-6nokepu Npu cbpheyHa HeOCTaTbYHOCT
(Beta-Blockers in Heart Failure Collaborative Group) noctasaT
NoA CbMHEHME KIUHWYHOTO CTaHoBULe, Ye GeTa-6nokepute
nogo6psBat nporHo3ata npu nauymeHTn cbc CH n MM n n rpy-
naTta NpenopbyBa KINHULUCTUTE Aa CbOOPa3AT TepanuAaTa Ha
CboTBeTHaTa nogrpyna nauuneHtn cbc CH ¢ Te3n gaHHmn.3% C
Len LOMbJIHUTENHO NPOYYBaHe Ha Te3n Npean3BUKaTeNHN Ha-
6nofeHns, aBTopuTe 3aABABaT, Ye ,MMa CrellHa Hy»Kaa 1 He-
TbpNenrBO OYakBaHE Ha JaHHW OT cneunPpuyHN N3NUTBAHUA
npu naumeHTn cbe CH n NM”.307

MRAs HamanABaT CMbPTHOCTTa U YecToTaTa Ha cilyyauTe Ha
BHe3anHa CMbPT NpU NaumeHTn cbe CH, Npy KOUTO Beye ce Npo-
Bexkaa Tepanua ¢ ACE-uHxmbutopm un 6eta-6nokepu.'43308309 g
Hali-HOBOTO NPOYYBaHE BK/OYBALLO enyiepeHoH, 20% oT nauu-
eHTUTe ca 6rnn c umnnaHtTupaHo ycrponctso (ICD nnn CRT), Ho
NeKapcTBOTO e 6UNo efHaKBO eHEKTUBHO NPU NaLMEHTN C 1 NPK
Te3mn 6e3 Tepanua ¢ ycTponctso.3%® Tosu 6naronpuateH epekT
Ha MRAs Bbpxy uectoTaTta Ha BCC npu naumeHTn c JIK cuctonHa
ancoyHKLmA 6elle NOTBbPAEH OT MeTa-aHaNIM3 Ha LWeCT Npoyuy-
BaHMWA, NOKa3Ball, 4ye nauymeHtute nekysaHm ¢ MRAs ca nmanu
23% no-manbk puck (odds) ga nonyuyat BCC B cpaBHeHMe C KOH-
TponHata rpyna [OR 0.77 (95% Cl1 0.66, 0.89), P = 0.001].3'° MHoro
nauuneHTn cbe CH BCe owe npuemat AnypeTLm U SUTOKCUH, HO
Te He NoHWKaBaT obLaTa CMbPTHOCT 1 YecToTaTa Ha BHe3anHa-
Ta CMbPT. AHIMOTEH3UH-PELENTOPHN 6510Kepy 1 NBabpaauH ce
npenopbyBaT nNpu noarpynu nauyueHt cbe CH.8 AmuogapoH
He 3acsAra KIMHUYHNA U3X04 Npw naumeHTn cbe CH,'* a npeg-
BUA BMCOKATa 4eCToTa Ha JIeKapCTBEHA TOKCMUYHOCT,® Toil He ce
npenopbyBa 3a o6ua ynotpeba npu Te3u naumeHTn. B cnyyam-
Te Ha CUMNTOMHU KaMepHU (Taxm)apuTMumM Npu NaumneHTn cbe
CH (kaTo Te3n cTpagawm ot AednbpunaTopHn LWOKOBE NN OT
HenpogbmxkuTenHn KA cbc cumnToMaTiKa) aM1MoAapoH € aHTua-
PUTMWYHO CPEACTBO Ha 1360p, 3aL40TO He BIOLWABa KIAVHUYHUA
13xoA."*? [pyry aHTMapuMTMUYHI CPEACTBA He ce NpenopbyBaT
npwv nauveHTn cbe CH no cbobpaxkeHus 3a 6esonacHocT.®

Mpe3 nocnepgHwTe 10 rOAMHU HapacTBa OCb3HaBaHETo, ye
MHOFO MauMeHTW, KOUTO MMaT Npu3HauM 1 cumntomm Ha CH
ca C HopMasiHa Unu 3anaseHa n3Tnacksalla ¢pakumua (Cbpaey-
Ha HeJOCTaTbUYHOCT CbC 3anaseHa dpakunsa Ha U3TNacKBaHe,
CH3®W).83" MHoro oT TepanuuTe, KOMTO NOJO6PABAT NPEXMBA-
emocTtTa npu CH c HamaneHa ¢pakuma Ha nstnackeaHe (CHHOW)
ca no-HeedpekTmBHY npu CH3OW. OTHOCUTENHO ronam gan ot
Te3n NauMeHTM UMaT He-CbPAEYHOCHLOBU NPUAPYKaBaLiM 3a-
60nsBaHUA 1, BbNPEKK Ye BHE3arnHarta cMbpT e vecta,>'? nunc-
BaT npoyysaHuA Bbpxy |ICDs unn CRT c gocTtatbyHa cTatucTnye-
cKa cuna. loseyeTo ronemu nekapctseHu nsnutsaHua npm CH
6sxa NnpoBefeHN npeau NybnmkyBaHeTo (Npe3 2005 r.) Ha nosu-
TUBHW PE3yNTaTy OT OCHOBOMOMArawyy n3nuTBaHms ¢ ICDs%3%4 n
CRT;3133' pesynTtatute OT T€3U U3NUTBAHWA AOBEJOXA JO BUCOK
KNac Ha NpenopbKuTe B yKasaHuATa 3a noaxod kbm CH 1 orpo-
MHO HapacTBaHe Ha TsixHaTa ynotpe6a.”3'?

6.1.2. UMnnaHTUpyemMn KapanosepTtep
Aedunbpunatopmn

PaHHWTe NpoyuyBaHUA BbpXy cTonHocTTa Ha ICDs npu JIK gnc-
dyHKUMA 65xa NpoBeAeHV NPW NauMeHTN C NpefLecTBaly Cbp-
JeyeH apecT (T.e. BTOPUYHa NpeBeHUMA) UK Npu KOUTO ca ce
U3UCKBANW JOMbAHUTENHN eneKTPodU3NONOrnYHN Kputepmn.'
[lBe ronemu NnpoyyuBaHuA ocUrypurxa AaHHW 3a MbpBrYHaTa npe-
BeHUMA Ha BCC ¢ ICD npu naymeHTn cbc CH 1 noHuxkeHa JIKOU:

Wmnnantupyem KapauoBeptep paedubpunatop npu
nayueHTH ¢ IeBOKaMepHa AunchyHKuns

b
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Tepanua c ICD ce npenopbuBa 3a
HamanaBaHe Ha yecTtoTaTta Ha BCC
npuv naunMeHTn cbc cumntomHa CH
(NYHA knac II-1l) n NKOWN <35%
cnep =3 meceua onTMmasnHa Megu-
KaMeHTO3Ha Tepanua Npu o4akea-
Ha NpeXnBAemocT ¢ Ao6bp GyHK-
LiMOHaneH cTatyc noHe 1 roguHa:

- WcxemnyHa  etvonorva  (Han-
Manko 6 ceamuun cnep MmokKap-
LieH MHdapKT).

63,64
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- HencxemunyHa etnonorus. 317
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CH = cbppaeyHa HepocTaTbyHOCT; ICD = MNNaHTUPYeM KapAanoBepTep
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).633'8 B SCD-HeFT ynotpe6a-
Ta Ha ICD e goBena go NoHwkeHue ¢ 23% Ha pucka oT CMbpPT
[hazard ratio (HR) 0.77 (95% Cl 0.62, 0.96), P = 0.007] n abconioT-
HO NMOHMXeHMe Ha CMbPTHOCTTa CbC 7% cnepd 5 roguHn (oT 29 go
22%). B pamoTo ¢ ICD e HacTbnNuIo NOHUXeHWEe Ha BHe3anHaTa
cMbPT ¢ 60%.3"° EGekTbT BbpXY 06LWaTa CMbPTHOCT He e 6un
3aBMICUM OT TOBa Aanu npuymHuTe 3a CH ca ncxeMuyHu unu He-
NCXeMMYHY, HO e Masio pa3nuka cropef GyHKLUMOHaNHMA Knac
no NYHA: ICDs ca ce oka3anu MHoro epekTUBHM NpU NaLMeHTK
B Knac ll, Ho He ca nokasanu 3abenexmm edpekT BbPXY CMbPT-
HocTTa npu nauneHTn B Knac lll. B MADIT-II naymeHTunTe B rpyna-
Ta ¢ ICD ca umanu noHmxeHne Ha obwwaTta CMbPTHOCT ¢ 31% [HR
0.69 (95% Cl 0.51, 0.93), P = 0.016], a eanH No-KbCeH aHanu3 Ha
TOBa NpoyyBaHe nokasa,ye nonsara ot ICDs B Ta3m nonynauuma
e 3aBucuma ot BpemeTo,>'® ¢ no-ronama nonsa npu nauneHTy,
YMINTO MHAEKCEH M1OKapAEH MHPAPKT e 6Un No-oThaneyeH BbB
BpeMeTo OT paHAOMM3aunATa.

Makap uye ynotpe6ata Ha ICDs npu nauueHTu, npexunsenu
MUOKapAeH NHOAPKT (T.e. UCXEMWUYHA €TNONOMNS), Ce NOTBbPX-
JaBa OT MoBeue AaHHW, pedyKumATa Ha obLliaTa CMbPTHOCT U
pUTBbMHaTa CMBPTHOCT Npu naumeHTn cbc CHHOW ¢ Heuncxe-
MWYHa eTMONOrnA CbLO HamMupa NoTBbpXKAeHWe. B m3nutsa-
HeTto DEFINITE (DEFibrillator In Non-Ischemic cardiomyopathy
treatment Evaluation)3'® e yctaHoBeHa TeHAEHUMA 33 MNOHMWXa-
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
npw nauneHTn 6e3 npeawecTtsaly UHPaPKT (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 n3nuteaHe
npy NaunMeHTTe C MCXEMUYHA €TUONOMUA CbLLO € UMASIo CamMo
TEHAEHLMA 33 MOHWXKaBaHe Ha o6waTa cMbpTHOCT [HR 0.79 (95%
Cl 0.60, 1.04), P = 0.05], koeTo noka3Ba, Ye ABeTe MOArpPynu ca
6UNN BEPOATHO NPEKaneHo Masnkm 3a JOCTUraHe Ha cTaTucTuye-
CKa 3HauMmocT.%® CboTBETHO, B MeTa-aHanm3 Ha Desai et al.>' Ha
neT U3NUTBaHMA 3a NbpPBUYHA NpeBeHUns, BKNoueawu 1854 na-
LMeHTU c HencxemmyHa CH, ynotpe6barta Ha ICD e goBena fo cur-
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HUPUKAHTHO MOHMXeHMe Ha obLaTta cMbpPTHOCT ¢ 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) v npwu gpy-
M1 NauMeHTUn, KOUTO Ca C OYakBaHa NpeXxmnBaemMocT <1 roguHa.

MNMoHactoAwem HAma RCTs pemoHcTpupawm nonsa ot ICD
npv 6eacumntomHm naumneHtn (NYHA knac I) cbc cuctonHa guc-
dyHKuma (JIKOU <35-40%) wnn npm naumeHtn cbc CH 1 3ana-
3eHa JIKOW >40-45%, Taka Ye npu Te3n NaLMeHTn He ce npeno-
pbuBat ICDs 3a nbpBMYHaA NpeBeHUNA.

6.1.3. UmnnanTMpyemun Kappmnoseptep
Aedunbpunartopu npu naymeHTn B Knac IV
no New York Heart Association nnaHupaHun
3a cbpAevHa TpaHCcNnaHTauusa

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

Mpenopbku Knac® | Huso® UsT

ICD TpsabBa ga ce B3eMe npeasua
3a MbpBMYHA W BTOpMYHa npe-

320
BeHumA Ha BCC npu naumeHTn ot lla 321’
MCTaTa Ha yaKkalwute CbpheyHa
TpaHcniaHTauus.

2Knac Ha npenopbKuTe.

®HiBO Ha fOKa3aTeNCTBEHOCT.

U3TOUHMK(LK), NOAKPeENALL(M) NpenopbKuUTe.

ICD = umnnaHTupyem KapavnosepTep Aedunbpunatop; BCC = BHe3anHa
CbpAeYHa CMbPT.

JlnnceaTt paHAOMM3UPaAHM U3NWTBAHMA BbPXY 3HAYEHMETO Ha
ICDs npwu nauyuneHTn B Knac IV no NYHA. O6wonpueTo e, ye ICD-
Tepanua He ce NpenopbYBa NPY NALNEHTUN C TEXKKA, MeANKaMeH-
TO3HO-pedpaKkTePHA CUMMNTOMaTMKA, KOUTO He ca KaHaMAaTy 3a
CRT, ycTponcTBO 3a KamepHa noaapbKKa U CbpAaeYHa TpaHc-
nnaHTaumn.8 Cutyayuata obaue npu naymeHTy c ambynaTopeH
knac IV, KouTo ca 3anMcaHn B nUCTaTa Ha YakalmTe cbpheyHa
TpaHCNMaHTaUuA, MoXe Aa e pasnnyHa. Te3m naumeHTn 4yecto
TpAbGBa fa yakaT Ha-Manko 1 roguHa 1 PUCKBT UM OT BHe3amnHa
CMBPT e BUCOK. [laHHUTe OT fABe 06cepBaLOHHN NPOyYBaHNA,
KOWUTO ca n3cnegsany obuwo noyt 2000 nayneHTn, eqHOTO OT
KouTo e HoBO,32° a apyroTo Mo-cTapo (C HKCKa ynoTpeba Ha Ge-
Ta-6nokepw),>?' NnokasBaT BEPOATHO MOBULLEHA MPEXNBAEMOCT
npuv nauyuneHTy ¢ ICD.

6.1.4. CbppAeyHa peCMHXPOHU3MPaLYa Tepanusa

6.1.4.1. CepOedyHa HeOOCMAMBYHOCM C HAMAJIEHA J1e80KAMEPHA
usmnackeawa gpakyus 8 knac lll/améynamoper knac IV
no New York Heart Association
Mpv NauveHTn B CUHYCOB PUTHM NPEenopbKMTE Ca AafleHun B
3aBMCUMOCT OT HalMUMeTo CNPAMO nmncata Ha mopdonorua
Ha JIbb, a cbwWwo 1 B 3aBUCUMOCT OT wupuHata Ha QRS-Kom-
nnekca (120-150 mc vs. >150 mc)'® (Tabsuya A Ha To3u pasgen).
3a naumeHTn ¢ MM npenopbkuTte ca fapeHun B Tabauya B Ha
TO3M pasgen.

e ronemn RCTs [COMPANION (Comparison of Medical
Therapy, Pacing, and Defibrillation in Heart failure)3'* n CARE-
HF (Cardiac Resynchronization - Heart Failure)3'] npu nayunen-
Tn c ymepeHa po Texkka (knac lll-1V) CH B cnHycoB putTbM Noka-

3axa, 4ye CRT HamansiBa 3a60n19eMOCTTa Y CMbPTHOCTTA B Ta3u
nonynayms.

COMPANION npoyuBa nauneHTn cb¢ CHHOW 1 wnprHa Ha
QRS-komnnekca =120 mc. B cpaBHeHMe C nayneHTuTe Ha U3o-
NiMpaHa onTUmasiHa MeaukaMeHTO3Ha Tepanua, Npu Tesn C M-
nnaHtupaH CRT nelicmenkbp (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 - noHmxeHune ¢ 36 % [HR
0.64 (95% C1 0.48, 0.86), P = 0.003]. CRT-D, HO He n CRT-P, Hamansa-
Ba yectoTaTa Ha BCC B TOBa npoyuyBaHe.

Bbnpekn ye KputepuaT 3a wupuHa Ha QRS-komnnekca B
CARE-HF e 61n cbwo =120 mc, naumeHT ¢ WwnprHa Ha QRS-Kom-
nnekca 120-149 mc e Tpa6Bano Aa OTroBapAT HAa AOMbIHUTE-
neH KpuTepwuii 3a gnccmHxpoHua. CRT-P e pegyumpana obuwata
cMbPTHOCT € 36% [HR 0.64 (95% C1 0.48, 0.85), P < 0.002].% B pas-
WwunpeH goknag Ha nsnuteaHeTo CARE-HF (cpepeH cpok Ha npo-
cnepAasaHe 37 meceua), CRT-P e noHmxuna n BHe3anHaTa CMbpT
c46% [HR 0.54 (95% Cl 0.35, 0.84), P = 0.005] npu NOHW»KeHNe Ha
obuijata CMbPTHOCT KbM TO3U MOoMeHT ¢ 40% [HR 0.60 (95% Cl
0.47,0.77), P < 0.001].3%%

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

Ta6bnuua A: CbpAaeyHa pecMHXpOHU3Mpalla Tepanusa
3a NbpBMYHaA NpeBeHUMA Ha BHesamnHa
CMBPT Npy NaLMEeHTN B CMHYCOB PUTBM
n ¢yHKkumoHaneH knac lll/ambynatopeH
knac IV no New York Heart Association

b C

Mpenopbku Knac® | Huso U3t

CRT ce npenopbyBa 3a Hamansa-
BaHe Ha oblaTa CMbPTHOCT Npwu
nauveHtTn c JIKDU <35% u J1bb,
BbMPEKU NPOBEAEHOTO Hal-Manko
3-MeceyHo NleyeHvie ¢ onTMmasnHa
dapmakonornyHa Tepanusa, npu
KOWUTO MMa OuakBaHa npexuBse-
MOCT MoHe 1 roarHa B 4O6bp GyHK-
LIMOHaseH cTaTyc:

322-326

- Mpu npoabmxutenHoct Ha QRS
>150 mc

313,314,
327-329

- MNpn npopbmxutenHoct Ha QRS

120-150 mc 313,314

CRT Tpsab6Ba nnn moxe fa ce B3e-
Me npeaBup 3a HamMansaBaHe Ha
obLaTa CMbPTHOCT NPY NaLNeHTU
¢ IKOW <35% 6e3 JIBB, Bbnpekn
NpoBeAeHOTO Ha-mManko 3-me- 326,
CEYHO fleyeHre € onTuMasnHa dap- 323-325
MaKoNIorMyHa Tepanus, npu KouTo
MMa OYaKBaHa MpPEXMUBAEMOCT
noHe 1 roguHa B o6bp GyHKUKMO-
HaneH cratyc:

- Mpwn npopgbmxutenHoct Ha QRS

5150 mc lla B 313,314

- Mpwn npopgbmxutenHoct Ha QRS

120-150 mc b B 313,314

2Knac Ha npenopbKuTe.

"HuBO Ha fOKa3aTeNCcTBEHOCT.

U3TOUHMK(LK), NOAKPeNALL (1) NpenopbKuTe.

CRT = cbpaeyuHa pecuHxpoHmsmpatla tepanus; JIbb = nas 6egpeH 610k;
JIKOU = neBokamepHa n3TtnackBalla Gpakums; MC = MUINCEKYHAN.
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Ta6nuuya B: CbppaeyvHa pecMHXpOHM3MpaLya Tepanus 3a
NbpBUYHA NpeBeHLMNA Ha BHe3anHa CMbpT
npu NauyuMeHTN B NepMaHEHTHO NpeAcbpA-
HO MbXAaeHe c ¢yHKuuMoHaneH knac I/
ambynatopeH knac IV no New York Heart
Association

Mpenopbkn Knac® |HusoP UsT

CRT TpabBa fa ce B3eme npensug
3a HamanaBaHe Ha obLjata cMbpPT-
HOCT MpPW NauUMEeHTU 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 onTuhMasiHa
dbapmakonormyHa Tepanus c ovak-
BaHa NPeXnBAEMOCT Haii-Manko 1
rogMHa B A06bPp dyHKUMOHaNeH
CTaTyc, Npu yCNoBMe Ye Moxe fa ce
NOCTUrHE Bb3MOXHO Hai-6n13Kko
o 100% AByKaMepHO nencupaHe.

lla B 330,331

A6nauma Ha AV CbeauHeHueTo
TpAbBa Aa ce B3eme npensua B
Cnyya Ha HenbJIHO ABYKaMepHO
nencupaxe.

lla B 332,333

2Knac Ha npenopbKuTe.

PHMBO Ha fOKa3aTeNCTBEHOCT.

U3TOUHMK(LM), NoAKpPenALL(M) NpenopbKuTe.

CRT = cbpaeyHa pecnHxpoHusmpalla tepanus; JIbb = nas 6egpeH 6510k;
JIKOU = neBokamepHa nstnackeatya pakuus; MC = MAITUCEKYHAN.

naumeHT cbc CHHOW 1 ymepeHa 0 TexKa CUMNTOMaTKKa, Kou-
To MaT paswurpeH QRS-komnnekc, ocobeHo Te3un c mopdonorus
Ha JIBb. HAKoNKo Apyrv NpoyyBaHnaA, perncTpu u MeTa-aHanmsm
npoyusaT otroBopa kbM CRT B 3aBMcMMOCT OT Mopdonorus-
Ta Ha QRS-KomMnnekca N MHO3MHCTBOTO OT TAX Ca NOAKPenun
cxBalaHeto, Yye QRS ¢ mopodonorua Ha JIBb maeHTudnympa
noarpyna naumveHT! ¢ No-ronAama rnonsa; TyK ce npaBu KpaTbK
nperneq Ha KtoYoBU NPOYUYBAHUA, PErMCTPU U MeTa-aHaNn3n.
HavHn o1 ICD-pernctbpa Ha Medicare (Medicare ICD
Registry),3%6 kouto BKMlouBaT 14 946 nauweHTy, Mokassear, ue
CRT-D He e 6una edektmBHa npu [bb, KoeTo cn nnum no no-su-
coKaTa CMbPTHOCT cfie 3 roavHu nNpwv nauveHTn ¢ b B cpas-
HeHne c JIBb [HR 1.37 (95% Cl 1.26, 1.49), P < 0.001]. MNpoyusa-
HeTto REsynchronization reVErses Remodeling in Systolic left
vEntricular dysfunction (REVERSE)*3¢ notebpkgaBa noHmkeHue
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 noka3Ba NoHu-
eHMe Ha MbpPBUYHWA KpaeH rokasaten npu nauueHTn ¢ 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 npea-
cTaBnaBa $¢aKkTbT, e pUckbT OT KT, KM 1 cMbpT € Hamanan camo
npwv naumeHTn c JIBb. Hackopo 6elwe nybnnkysaH gbnrocpoyeH
aHanu3 Ha naumeHt ot MADIT-CRT'® noTebpkaaBaly, Ye cnep
7-roavHo npocneaasaHe nNpuv nauneHTy ¢ QRS-mopdonorua Ha
JIBb ce Habnogasa nonsa ot CRT-D [HR 0.59 (95% Cl 0.43, 0.80),
P < 0.001], gokaTo npwu nauymeHTn 6e3 mopdonorua Ha JIbb He e
nmano edekT, a faxe e umano BepoaTHa 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 Mmopdonoruata Ha QRS, CRT-TepanuaTa e
nokasana no-ronama nonsa npu naumenTu c JIbb, oTkonkoTo npu
nauveHTn 6e3 JI65.32 UHTepecHo e, ue nauveHTy ¢ QRS >160 ms
6e3 mopdonorus Ha JIBb ca UMany CKPOMHO NOHWUXKEHMWE Ha Mbp-
BUYHMA KpaeH KpuTepui [HR 0.52 (95% Cl 0.29, 096), P = 0.033].
Bbnpeku dpakTa, ye B Ta3u rpyna e Mmano camo 53 naumeHTu, no-
TeHumanHata nonsa ot CRT npu nunca Ha mopdonorua Ha JIbb
Ha QRS-komnneKkca Npu Hanvume Ha M3paseHo paslmrpeHne Ha
QRS (QRS =160 mc) 3acnyxaBa uscnegsaHe. ToBa HabnogeHne
Cce NOoAKpens oT pe3ynTaTute 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
oueBmgHata nonsa ot CRT npu naumeHTn c JIBb B egHOBapmaHTeH
aHanus, pesyntaTute oT My/lTUBapMaHTHUA MOAEeN NOACKa3BaT, ue
camo wnpwuHaTta Ha QRS-komnnekca npeackassa BennymMHaTa Ha
edekTa ot CRT Bbpxy KnnHMuHUA nsxogd. Nery et al.3%* ny6nviky-
Ba MeTa-aHa/n3 Ha KJIMHWUYHM nNpoyusaHuA cbC CRT pokycmpaH
BBbpPXY 485 naumeHTn ¢ QRS mopdonorusa Ha [IBb , KoTo nokasBa
NIMnca Ha Non3sa oT pecuHxpoHu3npalya Tepanna [HR 2.04 (95% Cl
1.32, 3.15), P = 0.001]; 3a CbKaneHue He ca NpefoCTaBeHUN JaHHU
3a wnpwmHata Ha QRS.

Sipahi et al.3%> ca HanpaBwIM MeTa-aHanmu3, B KOWTO Te 13-
cnepBart 33 KIVHUYHW N3NUTBaHUA U3CneABaLyn epeKkTa oT MOp-
donoruaTa Ha QRS Bbpxy CRT, Ho camo yetupu (COMPANION,
CARE-HF, MADIT-CRT n RAFT) BKnouBaT KIMHWYEH K3XO[ B
3aBNCMMOCT oT Mopdonormata Ha QRS-komnnekca. KoraTto Te
ca oueHunu edpekta oT CRT BbpXY KOMOUHaLMATa OT Hebnaro-
NPUATHU KAVHWYHW CbOMTUA npu 3349 naumeHTn C U3XOAEH
JIBB, Te oTunTaT 36% MOHWXKEHME Ha puUcKa Mpu ynotpeba Ha
CRT [RR 0.64 (95% Cl 0.52, 0.77), P < 0.00001]. TakaBa nonsa He
ce Habniopasa obaye npu naumneHTn ¢ He-JIBB NpoBoAHM Hapy-
weHwuA [RR 0.97 (95% Cl 0.82, 1.15), P = 0.75].3%° UHTepecHoO e, ue
npwv aHan3 Ha n3NuTBaHUA 6e3 nanonssaHe Ha ICD (CARE-HF n
COMPANION), Bce nak e 6una HabnogaBaHa nonsa ot CRT npwu
JBB (P < 0.000001).

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

CnepoBatenHo, wnpokusaT QRS 6e3 mopdonorusa Ha JIEB Bce
ole ocTaBa 06MacT Ha HECUTYPHOCT Mo oTHowweHne Ha CRT. Ha
6a3aTa Ha Te3n ilaHHW, BbNpeKu GaKTa, ue NoBeYeTo NaLueHTn B
Espona nonyuasat CRT-D,3'* HawwTe npenopbKu ce oTHACAT No
npuHumn 3a CRT.

B npeavwHn gokymeHTn [npenopbku Ha American College
of Cardiology Foundation/AHA 1 KOHCEHCYCHVSA [OKYMEHT Mo
nenicupaHe Ha European Heart Rhythm Association (EHRA)/ESC]
CblUeCcTBYBaT HECbOTBETCTBUA B Knaca Ha npenopbkute 3a CRT
npw naumeHTy ¢ unmpunHa Ha QRS-komnnekca mexay 120 n 150 mc.
Cnopen meTa-aHanu3a Ha Sipabhi et al., 328 CRT e noHvXuna 3Hauu-
TeNHO MokKasaTtena obLla 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 ¢ WwWnpuHa 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 U3MNoN3BaHUTe aHanm3n338 n
no Tasu NpuymnHa 3akmoyeHneTo, ye CRT e epekTrBHa camo npwu
naymeHTn ¢ QRS =150 mc TpaAbBa Aa ce pasrnexaa camo Kato us-
cnegoeartesickn etan.3¥® CRT He ce npenopbysa Npy NauyeHTu
cbc CH 1 wupuHa Ha QRS-Komnnekca <120 mc.3¥
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Mpw naumeHTyn ¢ MM, CRT TpAbBa aa ce ma NpeABWA Npu Tesn
CbC 3HauUUTeNHO NoHMxeHa JIKDW, Ho He e foKa3aHo, Ye TA Hama-
NABa CMbPTHOCTTa WAM CNlyYanTe Ha BHE3anHa CMbPT NpU TakuBa
naumnenTn.®34° B nsnutsaneto RAFT 229 (unm 13% oT uAnata rpy-
na oT 1798) nauneHT ca 6unm B Hayanoto ¢ MM nnn NpeacbPAHO
TpenTeHe.3?” Bbnpeku ye GOPMasHO He e Maso 3HaUMMO B3aUMO-
[encTBre Mexay HadanHua puTbm 1 TepaneBTuuHuA epekT (ICD
vs. CRT-D, P = 0.14), 6poAT naumMeHTV B TOBa MPOyYBaHE € MaJTbK U
edekTbT Npur NaumneHT ¢ NM nnm NpeacbpAHO TPenTeHe N3MNex-
[a nNo-cnab, OTKONKOTO NP Te3n B CUHYCOB pUTbM. Ycnexst ot CRT
npu naumentn ¢ MM ce onpepena Han-Beye OT CTeneHTa Ha ABY-
KamMepHOTO nencmpaHe, a TA MoXe Ja ce NoCTUrHe Npu MHOro OT
NaLMeHTHTE CamMo C MOMOLLTa Ha abnauua Ha AV cbeauHeHneTo.'”

Bbnpekn ye pelleHMETO 3a M3BbPLUBaHE Ha abnauua Ha AV
CbeAVHEHVETO NPU Te3W NALMEHTU e BCe olle 0OEKT Ha M3BECTEH
feb6at, HOBM AaHHM MOACKa3BaT, Ye AbJroCcpoyYHaTa npexuBse-
mocT cnep CRT cpep nauveHtu ¢ MM, nognoxeHn Ha abnauya Ha
AV cbefiMHeHneTo, e NofobHa Ha HabnoaaBaHaTta NPy NauMeHTN B
cnHycoB puTbM.33 B 3akmioueHnie, CRT Moxe Aa ce 06Cbav npu na-
umeHTn cbe CH, noctoaHHo MM n JIKOU <35%: (i) ako Mma Hyxpaa oT
KamepHO nencmpaHe nnv NaunMeHTbT B ApYry OTHOLLEHWNA MOKPUBa
KpuTtepuute 3a CRT u (ii) ako cbc CRT ce noctura 100% KamepHo
nericnpaHe cnep abnaums Ha AV cCbefIMHEHNETO NN papMaKoso-
rMyeH KOHTPON Ha YyecTtoTaTa (knac 2A- B HMBO Ha NpenopbKuTe).

6.14.2. CopOeyHa HeOOCMAMBYHOCM NPU HAMAJIeHA Jle8OKamep-
Ha usmackeawa ppaxkyus, Ho € 1IeKa CUMNMOMAamuka
(knac Il no New York Heart Association)

Ta6bnuuya C: CbpaeyHa pecMHXpoOHM3Mpalja Tepanua —
Aedunbpunatop® 3a NbpBUYHA NpeBeHLNA
Ha BHe3anHa CMbpT Npu NaLueHTN B CUHY-
coB putbm c neka (knac Il no New York Heart
Association) cbpaevHa HefOCTaTbYHOCT

Mpenopbkn

CRT-D ce npenopbuBa 3a Hamansa-
BaHe Ha obuata CMbPTHOCT Npwu
NauneHTN C NPOABIKNTENHOCT Ha
QRS =130 mc, JIKODU <30% u JIBB,
BbMNPEKN MNpoBefAeHaTa MUHUMYM
3-mMeceyHa onTUMasnHa ¢apmako-
NOrMYHa Tepanua C ouyakBaHa npe-
KMBAEMOCT Haii-manko 1 roguHa B
[06bp dyHKUMOHaNEH cTaTyc.

148, 322,
323,325,
327,329

CRT-D moxe pa ce B3eme npefsuj
3a MpeBeHUUA Ha XocnuTanmsauu-
nTe 3a CH npu naymeHT € npo-
ObmKuTenHoct Ha QRS =150 mc,
He3aBMCUMO OT MopdonoruaTa
Ha QRS n JIKOU <35%, BbNpekun 1Ib
nposefieHaTa MUHUMYM 3-Mecey-
Ha onTumanHa dapmakonornyHa
TepanuAa C ouyakBaHa MpexuBse-
MOCT Haii-mManko 1 roguHa B job6bp
dYHKLMOHaNeH cTaTyc.

148,
327-329,
334

aTe3n NpenopbKu ca BanugHu cneymanHo 3a CRT-D, Tbih kKaTo B npoyy-
BaHMATa 3a edeKTa Ha PeCUHXPOHM3aLUMATa MPU naumeHTn ¢ knac Il no
NYHA ca nsnonssaHu camo CRT-D.

Knac Ha npenopbKuTe.

‘HuBO Ha AOKa3aTeNCTBEHOCT.

dM3TOUHMK(LK), TOAKPENALL(M) NpenopbKUTe.

CRT-D = cbpaeyHa pecMHXpoHu3npalla Tepanusa-gedurodpunatop; CH =
cbpAaeyHa HegocTaTbyHoCT; JIBB = nsAB 6egpeH 6nok; JIKODU = neBoka-
MepHa U3TnackBalla paKkLma; MC = MUNUCEKYHAN.

[lBe KOHTpONMpaHu NpoyyBaHNA ca paHgoMmusmpanu 3618 na-
LuMeHTn ¢ nekocteneHHa CH ga nonyyat ontumanHa ¢apmako-
nornyHa tepanua nntoc ICD unn onTumanHa ¢apmakonornyHa
Tepanusa natoc CRT-D.3732°

MpoyusaHeTo MADIT-CRT3? Bkntousa 1820 naumeHTy € neka
cumnTomaTrka (NYHA knac | nnn 1l) n JIKOW <30% npu wvpurHa
Ha QRS-komnnekca =130 mc. HayanHuAT goKnag noka3Ba Hama-
neHune ¢ 34% Ha NbPBUYHUA KPaeH KPUTEPUIA, BKITIOYBALLY CMbPT
No BCAKaKBM NPUUYUHKN 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 goknan
3a AgbarocpoyHoTto 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 camocTonATeneH ICD, KoeTo obaue ce cBexaa 0 NaLMeHTU C
n3xogeH J1IbB, pokato npwu nauymeHTy 6e3 JIBb He ce oTunTa non-
3a (P <0.001 3a B3anmopeicTaue) (Tabnumua C B To3n pa3gen).

B nsnuteaHeto RAFT3? ca BkoueHn 1798 naumeHTy ¢ neka
po ymepeHa HF(NYHA knac Il nan 1), IKOU <30% n wnprHa
Ha QRS-komnnekca =120 mc (nnm wrprHa Ha nencmpanua QRS
2200 mc). B cpaBHeHne c nauymeHTn camo ¢ ICD, rpynaTa cbc
CRT-D e noka3sana 25% pepykums Ha RR oT obwa cmbpTHOCT [HR
0.75 (95% Cl1 0.62, 0.91), P = 0.003], koeTo NOTBbpPKAaBa nonsarta
ot ynoTtpeba Ha CRT npu naumeHT cbc CHHOWU v neka cumnTo-
MaTuMKa.

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

JleueHue Npu NaLVeHTU C IeBOKaMepHa ANChYHKLUA 1
KaMepHU eKcTpacucronm

Mpenopbku Knac® | Hueo nsTr

Mpu NaUMeHTN C YeCTU CUMNTOMHN
PVC nnun NSVT:

- Tpa6Ba ga ce Mma npeasug amu-
OfapoH.

lla B 64

- Tpabga aa ce 06CbAM KaTeTbpHa

Ila B
abnauus.

341-343

KateTbpHa abnauua Tpabea ga ce
nMa npeasug npv naymentn c JIK Ila B
ancoyHKuma cebp3aHa ¢ PVCs.

341-343

2Knac Ha npenopbkuTe.

"HnBO Ha JOKa3aTeNCTBEHOCT.

U3TOUHKMK(UK), NnoaKpenAL(M) NnpenopbKuTe.

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

KamepHuTte ekcTpacuctonn (npexpeBpeMeHHUTe KamepHu
komnnekcn, PVCs) n 3annosete ot NSVT ca yect npu nauu-
eHTn ¢ JIK ancoyHkuma n moraT ga 6baaT nocneacTere o1 nnm
npuunHa 3a JIK ancdyHkuyma. PVCs n 3annose ot NSVT npu na-
LIMeHTUN CbC CTPYKTYPHa CbpaeyHa 6onect AonpuHacAT 3a NoBu-
LWeHnA pUCK oT cmbpT, a >10 PVCs Ha yac unn 3annose oT NSVT
ca NpUemMnuB MapKep 3a NoBuLeH puck.>** Ako naumeHTuTe ca
cumntomHu nopagu PVCs nnn NSVTs, unn ako PVCs unun NSVTs
JOMNPUHAcAT 3a noHmxkeHaTa JIKOW (,TaxvkapaHo-nHayumMpaHa
KapavnomuonaTtua”), Tpabsa aa ce MMa NpeaBua aMm1MoAapoH Unn
KaTeTbpHa abnayms.
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lfonemnAaT oTHocuTeneH aan Ha PVCs (>24%) npv nauneHTn
c JIK ancdyHKumMA n focTa Kbena Kynnupaly nHtepsan Ha PVCs
(<300 ms) noackassa PVC-mHayuupaHa Kapavomuonatua.3+
Mpwv TakrBa NaLneHTN KaTeTbpHaTa abnauna MoXxe fja NoTUcHe
PVCs 1 ga Bb3ctaHoBw JIK dyHkumaA. 34!

6.3. [lpoabmKuTenHa KamepHa
Taxukapava

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

M NpoAbMKUTENHa peyuanBMpalla MOHOMOpP®dHA Ka-
MepHa TaxuKapaus

Mpenopbku Knac® | Huso® UsT

OnTumMmnzauma Ha MeanKaumATa 3a
CH B cboTBeTCTBME C HAacTOAWNTE
npenopbku npu CH ce npenopbu- 8
Ba npw naumeHTn c JIK ancyHkuma
v npogbmxutenHa KT.

JleueHune c amvofapoH Tpsabaa fa
ce B3eme NnpeaBuf 3a npeseHUma lla 64
Ha KT npu nauneHTv ¢ unum 6e3 ICD.

2Knac Ha npenopbKuTe.

®H1BO Ha fOKA3aTeNCTBEHOCT.

U3TOUHMK(LWM), NoAKPeNALL(M) NpenopbKUTe.

CH = cbppeyHa HepocTaTbuHOCT; JIK = neBokamepHa; ICD = umnnaHTu-
pyem KapauoBepTep aedpunbpunatop; KT = KamepHa Taxmkapaus.

MaumeHTn ¢ JIK gncdyHkums ¢ unm 6e3 CH, nonyyasawm npo-
abnxmtenHa KT, Tpabsa aa 6bhaT NekyBaHW CbrnacHO HaCKopo
ny6nukyBaHuTe npenopbku 3a CH, nogobHo Ha nauymeHTUTe C
JIK pncdyHkuma 6e3 KT.8 OcseH ToBa, MeaNKaMeHTO3HaTa Tepa-
nua 3a npoabmxkutenHa KT Tpabsa aa nma 3a Len MakcumarnHa
cumnaTukycoBa 6nokaga. B npoyusaneto MADIT-II naumeHTn ¢
ICD, nekyBaHu C Hain-BMCOKMTe fo3u1 beTa-b6nokepu, ca nonyum-
NV 3HaUMTENHO HaMaslieHve Ha enn3oamnTe Ha peuranerpalla KT
unu KM, Hanarawm 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-6yo0Kkepy NKOC amMUOAAPOH 3a
npeseHumMs Ha wokose ot ICD.”% AmuogapoH nntoc 6eTa-6110-
KepHa Tepanua ca Hamaauan 3HaYMMO PrCKa OT LIOKOBE B CPaB-
HeHVe CbC CaMOCTOATENIHOTO fnleyeHue ¢ 6eTta-6nokep [HR 0.27
(95% C1 0.14, 0.52), P < 0.001] unu cotanon [HR 0.43 (95% Cl 0.22,
0.85), P = 0.02]. MNpekpaTaBaHe Ha NeyeHneTo obaye e Umano
No-4ecTo NPU NaUUEHTV NPYeMalL COTanosN UIN KOMOMHaLMA
OT amrofapoH 1 6eta-6nokep. Yectotata Ha NpeKkpaTsaBaHe Ha
M3NUTBaHWTe nekapcTea cnef 1 roavHa e 6una 18.2% 3a ammo-
[apoH, 23.5% 3a cotanon n 5.3% 3a caMoCToATEeNHNA NpUeM Ha
6eTa-6nokep.

B n3nuteaHeto SCD-HeFT naumenTn c JIK guchyHkuma cbe
CH knac Il uan Ill no NYHA ca nonyuunu KOHBeHLMOHaNHa Te-
panua 3a CH, KOHBeHUMOHanHa Tepanvsa NAC aMUOAAPOH 1
KOHBEHLMOHasHa Tepanuisa u eaHoKyxuHeH ICD.%4 B cpaBHeHme ¢
KOHBeHUWOHanHata Tepanusa 3a CH, no6aBAHeTO Ha aMMOAAPOH
He e NMOBULLUNI0 CMbPTHOCTTA.

6.3.2. KartetbpHa abnauuns

HPEBEHI.WISI Ha peyunanBuTe Ha KaMepHa TaXukapauna
npuv NauneHTn C ieBoOKaMepHa AIIICd)yHKI.lI/IiI n npoabn-
KNTEeJIHAa KaMepHa TaXukapaua

Mpenopbku

HeoTnoxHa KaTeTbpHa abnauvs B
cneymanmsvpaH LeHTbp Wn LeH-
TbP C AOCTaTbYHO OMUT Ce npeno-
pbyBa NpY NaLMEHTN C HENPeKbC-
Hata KT unu enektpuyecka 6yps
Bogewa o ICD-wokoBe.

AMMOAAPOH UK KaTeTbpHa abna-
LM ce npenopbyBa Npu NaLMeHTN
c nosTapAwwm ce ICD-wokoBe,
Obxalm ce Ha KT.

64, 156,
184-186

MocTaBsaHe Ha ICD ce npenopby-
Ba NPV NaLMeHT, MOLNOXKEHN

Ha KaTeTbpHa abnauus, Korato
NOKpMBAT KpUTEpUUTE 3a JleYeHne
cICD.

Tasn
eKc-
nepTHa
rpyna

AMUNOAAPOH NN KaTeTbpHa abna-
uma TpAbBa Aa ce B3emaT NpeABng
cnep Nbpsu enr304 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 aedubpunatop; KT = KamepHa
Taxukapaua.

B 3aBucMmocCT oT nognexawusa Cy6CTpaT, KaTeTbpHaTa abnauyusa
3a NPOABbIXKUTENHA KT moxke na posege 1o OCTPO CcnnpaHe 1 Ha-
ManAaBaHe Ha enn3ognTe Ha peunamnmempalla KT npn nayneHTn
CbC CTPYKTYpPHa CbpAeyHa 6onecT.

6.3.2.1. layueHmu c negokamepHa OUCHYHKYUA

Mpw naymenTn ¢ JIK gucdyHkuma n npogbnxutenHa KT obuuaii-
HUAT NaToM3NONOrMYeH MEXaHU3bM e UMKaTpuumanHo oby-
C/IOBEHa pUEeHTpU-TaxMKapama U abnauusaTa e HacoyeHa KbM
KPUTUYHUA UCTMYC B PaMKUTE Ha pueHTpu-Kpbra. KT e Haln-Be-
ye moHoMopdHa. AKo npu nauneHTn ¢ ICD He e HannuHa 12-Ka-
HanHa EKI no Bpeme Ha kKnuHnuyHo nposaseHaTa KT, Agb/mknHaTa
Ha UMKbNa Ha cbxpaHeHaTa B ICD enekTporpama no Bpeme Ha
KT moxe ga ynecHu ugeHtudurkaumaTta Ha KnumHudHata KT no
BpemMe Ha eneKTpodur3nonorniHoTo nscnegsaHe. Yecrto ce us-
non3Bat MpurmpaHy abnaumoHHN KaTeTpu, KOUTO criomarat 3a
ob6pasyBaHe Ha NO-AbNOGOKM Ne3nn 1 HaMansaBaT p1cKa OT 06-
pa3yBaHe Ha OBbI/IABaHe MO Bbpxa Ha KaTeTbpa Mo Bpeme Ha
npunaraHeTo Ha eHeprus.

MoHacTosALeM He e yTOUHeHa Hali-gobpaTta abnaTmBHa cTpa-
Terna. Jlunceat RCTs cpaBHABalM KaTeTbpHaTa abnauyusa no
Bpeme Ha KT cbc cybcTpatHua noaxof. B ponbnHeHuve, HAMa
KOHCEHCYC NOo OTHOLLEHMe Ha ngeanHarta KpariHa uen Ha npoue-
AypaTa. Bbnpeku ye TpsabBa fa ce uenu envMMHaUMA Ha BCUY-
K1 KnnHnYHKM KT, npegnoynTaHaTa KpaiHa npouedypHa uen e
MOXe 61 HeMHAYLMPYeMOoCT Ha BcAKakea KT cnep abnayumsTara.

Mma naumeHTU ABABALLM Ce C eneKkTpuuyecka bypsa. KateTbp-
HaTa abnaums Moxe pPA3KO Aa NPeKpaTy TOBa MOTEHLMANTHO K-
BOTO-3aCTpaLlaBallo cbbuTUe 1, KaKTO e NMoKasaHo, HaMansaBa
yecToTaTa Ha PEKYPEHTHUTE ENU30AN Ha efleKTpuyecka bypsa B
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CpaBHEHE CbC CAMOCTOATETHOTO MEAVKAMEHTO3HO fleyeHne.'83
MauneHnTn c KT, cBbp3aHa CbC cnegmHbapKTeH LMKaTPUKC, ca C
TEHAEHUMA KbM NO-A06bP KAVHUYEH U3Xo[ cfief KaTeTbpHa
abnauua ot naumeHTn ¢ KT, AbKalla ce Ha HemcxeMmyHa Kap-
anomuonaTua. et npocneKkTUBHM NPOYYBaHNA Ca OLEHUAN PO-
NATa Ha KaTeTbpHaTa abnauma 3a neyeHme Ha NPOLbIKUTENHA
KT.'84-188 MpoyusaHeTo Multicenter Thermocool cbobuiasa 49%
YyecToTa Ha HemocpeACcTBEHUA ycneX, AedUHMPaH KaTo npemax-
BaHe Ha BCUYKM nHayumpyemm KT, n 53% cpegHOCPOYHO OTCHCT-
Bue Ha KT B nepuopa Ha npocnefssaHe oT 6 meceua.'®> OcTbp
ycnex B npoyuaHeTo Ha Cooled RF Multi Center Investigators
Group, geduHVpaH KaTo eNrMMUHUPaHe Ha BCUYKM UHAYLMPY-
emun KT, e nocturHat npu 41% ot nauventute.'®* OTcbcTBUE
Ha peumnaunsmpawm KA ce otbenassa npu 46% oOT nauneHTuUTe
npes nepvioaa Ha HabnogeHve ot 8+5 mMeceua. B npocnekTus-
HoTo npoyuBaHe Euro-VT, HenocpefcTBeH abnauynoHeH ycnex e
nocturHat npu 81% OT NnaumMeHTUTe, a NUNca Ha peunanBemnpaLla
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 NaymeHTn
C npeflwecTsal] MMokapaeH UHGAPKT 1 noHukeHa JIKOWN.'®
MauymeHTnTe ca nonyunnu nmnnaHtauma Ha ICD 3a KM, xemoaun-
HaMUyHo HecTabunHa KT unu cuHkon npu uHayumpyema KT no
Bpeme Ha UHBA3UBHO eNleKTPOodU3NONOrMYHO TecTyBaHe. Mauun-
€HTUTe B KOHTPONHOTO pamo ca nonayuunu camo ICD. Huto eanH
OT NaLMEHTUTE He € NOYYNN aHTUAPUTMUYHN NekapcTBa. KaTe-
TbpHaTa abnauus e n3nonsBana cybcTpaTeH NoAxoA, HacoueH
cpelly abHOPMHM KaMepHU NoTeHUManu Ha ¢poHa Ha CUHYCOB
putbMm, 6€3 fla e Heobxoauma mHaykuma Ha KT. MNpe3 nepuopn
Ha npocnegABaHe cpefHo 2316 mMmeceLa e yCTaHOBEHO 3HaYMMO
NMOHMXKEHMe Ha YecToTaTa Ha enm3soante Ha KT oT 33% B KOH-
TponHaTa rpyna Ha 12% B abnaymoHHOTO pamo. Helwo noseue,
yecToTaTa Ha wokoseTe oT ICD e HamanaAna ot 31% Ha 9% cnen
KaTeTbpHa abnayus.

MpoyusaHeto VTACH (Ventricular Tachycardia Ablation in
Coronary Heart Disease) paHaoMu3npa NpoCcneKkTUBHO NaLmeH-
TV C NpeaLwecTBaLy MMoKapaeH MHOAPKT, MOHMXEHa N3TNacKBa-
wa dpakums (£50%) n xemoarHamnyHo cTabunHa KT ga nonyvat
KaTeTbpHa abnauua nny aa octaHat 6e3 apyra Tepanus, OCBEH
nocnensailo noctaesaHe Ha ICD.'®8 MbpBUUHKAT KpaeH NoKasa-
Ten e 6un Bpeme Ao Nbpsu peunams Ha KT nnn KM. CBo6ogHaTta
oT peuunamnsmpawa KT 24-meceyHa npexunBaemMocT e 6una no-
BMCOKa B rpynara ¢ abnauums B CpaBHEHME C KOHTPONHaTa rpyna
[47% vs. 29%, HR 0.61 (95% Cl 0.37, 0.99), P = 0.045]. CpefHuat
6poii moTmBMpaHu ICD-woKoBe Ha NaUUeHT rOQULIHO € Hama-
nan ot 3.4+9.2 Ha 0.6£2.1 Npu NnaumeHTUTE NOANOXKEHN Ha KaTe-
TbpHa abnauus (P = 0.018). KateTbpHaTta abnauus He e NoBU-
ANa Ha CMbPTHOCTTA.

YecToTaTa Ha ycrnexa Ha KaTeTbpHaTa abnauus npu KT KaTto
LANo ce onpenena oT rofeMunHaTta Ha MHGAPKTHUA UMKATPUKC,
npeacTaBeH OT 30HU Ha HUCHK BOJSITaXK B CMCTEMaTa 3a eNeKTpo-
aHaToMuyeH MenuHr,2%° a HanMuKeTo Ha cneumanu3vpaHmn 3BeHa
3a JleyeHve Ha NauWeHTH, NOAMEXallN Ha KaTeTbpHa abnauma
Ha KT, Moxe fia nosnuse 61aronpuaTHO KNMHNYHUA n3xon.2'°

6.3.2.2. bedpeHa pueHmpu maxukapous

BeapeHaTa TaxvKkapama e pAfKa Makpo-pUEeHTPU TaxunKapaus,
KOATO BK/OYBA TUMNYHO AACHOTO 6eApOo KaTo aHTerpagHo v ns-
BOTO 6e4p0o KaTo peTporpagHo pamo Ha Kpbra. B 12-kaHanHaTa
noBbpxHOCcTHa EKI ce Buxxaa mopdonorus Ha JIBb c naBo oTkno-
HeHVe Ha eneKTpuryeckaTa oc. begpeHnAT preHTpU MexaHN3bM
€ YecTo CBbp3aH ¢ KapanomuonaTua.3¥ KateTbpHaTa abnauua
Ha efiHO oT 6efpaTa BoAM A0 M3/eKyBaHe, Makap ye npeanoyu-

lMpeBeHUNA Ha peynaNBMTE Ha KaMepHa TaxuKappaua
npu nauneHTn c 6epeHa pueHTPM Taxukapaus

b

Mpenopbkn Knac® | Hueo /EY o
KaTeTbpHa abnauusa ce npenopbuy-
Ba KaTo Tepanua Ha MbpBK N36op 345, 346

npy nauveHTy sBsBawm ce c Ge-
APEHa PUEHTPU TaXMKapAns.

2Knac Ha npenopbKuTe.
"HnBO Ha JOKa3aTeNICTBEHOCT.
U3TOUHMK(UK), NoaKpenAL (M) NnpenopbKuTe.

TaHaTa MuLWeHa e AACHOTO 6eApo, Thii KaTo e No-JOCTbMHO 33
abnauua.3¥ Tl KaTo MOAMEKALOTO CTPYKTYPHO HapyLieHue
0CTaBa HeMpPOMEHEHO, HenpemMeHHo Tpsibea Aa ce obcbamn en-
HOBPEMEHHO nocTassaHe Ha |CD.3¥

6.3.3.MmnnaHTupyem KapguosepTep aepubpunarop
MocTtaBaAHeTo Ha ICD npw nauneHTy ¢ npoabmkmTenHa KT nosu-
LIaBa NPeXmnBAEMOCTTa B CPaBHEHME C aHTUapUTMMNYHaTa Tepa-
nua. [locera He e NpoBefEHO N3MMTBaHe, CPaBHABALLO KaTeTbp-
HaTa abnauus 3a npogbmxkmTenHa KT 6e3 nmnnaHTaums Ha ICD
CbC camocToATenHo noctaeaHe Ha ICD. MNpegsua ockbaHOCTTa
Ha laHHU 1 JOCTa BUCOKaTa YecToTa Ha peLuanBrpaHe cnep Ka-
TeTbpHa abnauua Ha npoabmKkMUTeNnHa KT, npy BCUYKK NaLmeHTn
¢ JIK pucoyHkuma (n3tnackeawia dpakuma <45%) n npomgbixu-
TenHa KT Tpabea ga ce uma npeasug nocraesHe Ha ICD.

7. Kapanommonarum

KapavomunonaTtumTe ca 3abonaBaHMA Ha MMOKapaa onpepaene-
HW KaTo CTPYKTYPHU 1 GYHKLMOHANHN NPOMEHMN Ha KaMepHUA
MUOKapf, KoUTo He moraT fa 6baaT 0b6ACHEeHW efUHCTBEHO C
orpaHuyaBallia KpbBOTOKa CTEHO3a Ha KOpOHapHa apTepusa nnu
YC/IOBUA Ha HapyLeHO CbpAeyHo HaToBapBaHe.>*8 Te ca pasge-
NIeHN B CbOTBETCTBME C MOpdONorMyHuTe N GyHKLMOHaNHNTe
CU XapaKTePUCTUKM 1 BKNIOYBAT noarpynu ¢ GaMmunHu n Heda-
MUITHU popmum. MouTr BCMUKK KapAanomMmonaTum morat ga 6baar
cBbp3aHu ¢ KA n nosuweH puck ot BCC, KonTo Bapupa B 3aBU-
CUMOCT OT eTUONOTMATA U TeXeCTTa Ha bonecTTa.

7.1. AnnaTtaTuBHa Kapanomuonatus

7.1.1. JedunHnuynmn, enngemuonorns
N npexnBaemMmocTt

OKMIN ce peduHnpa Kato JIK gunatauma n cuctonHa gucdyHk-
LuMA B OTCHCTBUE HAa aBHOPMHW YCNIOBMA Ha HaTOBapBaHe Mnn
CAD pocTtaTbyHa Aa NpUYUHM rnobanHO CUCTOMHO Hapylue-
Hue.3*® Hakoun reHeTuuHn gedeKkTty, Kouto Boaat ao AKMI, mo-
raT fa NPUYNHAT cucTonHa ancoyHkumaA 6e3 JIK gunatauma nnm
BOAAT A0 MMOKapAHa LMKaTpm3aLma, KOATO ce yCTaHOBABa CaMo
cbc CMR.

JOKMI ce cpelwja npu xopa OT BCMYKK Bb3PaCTM U €THOCMK.
Mpn Bb3pacTHUTE TA € Mo-yecTa NPU MbXKe, OTKONKOTO MNpw
»eHu 1 nokasBsa KaTo Lano npeobnagasaHe oT 1 Ha 2500 aywm
1 U34ncneHa 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 mMyTauuu ce HammpaT npwu NoHe
20% ot Bb3pacTHuTe ¢ AKMIT n mexay 10 n 20% OT pogHUHNUTE
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MOKa3BaT JaHHM 3a 601eCTTa NPV KNAVHWYEH CKPUHKHE®! Haii-
YyecTn ca MyTauMuTe Ha FeHW Ha CapKOMEPHU U [eCMO30MHMU
nNpoTenHu, Ho myTauunTe Ha nammH A/C (LMNA) n gecMuH ca
YecTn NPU NaUUeHTU ¢ npoBoaHa 6onect.3>2353 Manbk 6poi na-
LUMEHTN umat 6onecT cBbp3aHa ¢ X-XPOMO30Ma, MPUYMHEHA OT
MyTaLuA B reHa 3a guctpoduH. LUnpok cnekTbp oT npuaobuTn
CbCTOAHMA MoraT ga npuunHAT KMI1, BKniouMTenHo Bb3nanun-
TENHW, 3apa3HN N CUCTEMHIN 3ab60NABaHNA, KaKTO MU Pa3nNyHK
NeKapcTBa U TOKCUMHW. B HAKOM ciyyan naumeHTUTe ca reHeTuy-
HO NpeapasnonoXeHn KoM pas3sutre Ha JKMIT cnep nsnaraxHe
Ha BbHLUHW MYCKOBU MeXaHN3MW, KaTo MHPEeKLMSA, LMTOTOKCUY-
HW NEeKapPCTBA, aJIKOXON U GpeMeHHOCT.

7.1.2. TMoaxoAa KbM cTpaTuduUKaLMATa Ha pUcKa

N TepaneBTUYHOTO NoBefeHne
ObwaTa CMbPTHOCT NpU HenoabpaHa rpyna Bb3pacTHY Nauum-
eHTn ¢ AKMI e HamansAna 3HaunTenHo ¢ ynotpebarta Ha HeB-
POXOPMOHAMHN aHTaroHWCTY 1 TepanuATa ¢ ycTponcTea.>>®

C'rpa'md)m(al.mn Ha pucka m nogxoa npu nauneHTn c
ANnaTaTUBHa KapanomuonaTtuna

Mpenopbkn

OnTumanHa MeAMKameHTO3Ha Te-
panus (ACE nHxnbutopw, 6eta-6m0-
kepu 1 MRA) ce npenopbuBa npu
naymeHTn ¢ KM ¢ uen HamansBa-
He Ha prcKa OT BHe3anHa CMbpT U
nporpecupatya CH.

Bbp3a npeHTudmKauma n neyeHvne
Ha apuTMoreHHuUTe dakTopu (Hanp.
NPOAaPUTMUYHN NEKapCTBa, XMMO-
Kanuemus) v npuapyxasawm 60-
nectn (Hanp. TupeounpHa 6onect)
ce npenopbuBa Npu NauuveHTu ¢
OKMM n KA.

KopoHapHa aHrunorpadus ce npe-
nopbyBa MpU CTabWIHN NaUUeHTU
c KM 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 151-154
[a npexuseaT >1 roguHa ¢ Jo6bp
dyHKLMOHaNeH cTaTtyc.

ICD ce npenopbyBa Npu NauveHTn
¢ OKMIM, cumntomHa CH (knac H-11l
no NYHA) » wu3stnackeawa o¢pak-
umna <35%, BbNpeKkn NpoBeaeHOTO 64,313,
>3-MeCceyYyHo fleyeHne C onTuman- 316, 317,
Ha dapmakonormyHa tepanus, 3a 354
KOUTO Ce OYaKBa fa npexmBeaT >1
rogMHa ¢ fo6bp dyHKUMOHaNeH
cTaTyc.

KaTeTbpHa abnauus ce npenopbuy-
Ba npwv nauuneHTn ¢ KM n 6eppe-
Ha PUEHTPU KaMepHa TaxuKapauns,
pedpakTepHa Ha MeAVKaMEHTO3Ha
Tepanus.

8,208,
345,346

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

AMunoZapoH TpsabBa Aa ce B3eme
npeasua npu nauywentn c ICD,
KOWTO roslyyaBaT MOBTOPHU MO-
TUBMPAHN LWWOKOBE, BbBMNPEKu ue
YCTPONCTBOTO € ONTUMasHO Npo-
rpamuipaHo.

lla 229

KaTeTbpHa abnauma Moxe pa ce
06cbamn npu nayneHt ¢ JKMM n
He NpuYMHeHa oT 6eapeHo pueH- Ib 355
Tpu KA, pedpaktepHa Ha meguka-
MEHTO3HO JleueHme.

MHBa3usHo EOU c PVS moxe pa ce
06CbAN C Uen puckosa cTpaTudu-
Kauma 3a BCC.

AMMOAAPOH He ce npernopbyBa 3a
neyeHve Ha 6e3cumnTomHa NSVT 313,354
npu naumnenTn ¢ AKMI.

Bnokepw Ha HaTpueBUTe KaHanu 1

OPOHefapoH He ce npenopbyBaT 129, 356,
3a nleyeHne Ha KA npwv naumeHTn 357
c AKMI.

2Knac Ha npenopbkuTe.

"HuBO Ha fOKa3aTeNCTBEHOCT.

U3TOUHKK(UK), NoaKpenAL (M) NpenopbKUTe.

dPuckoBw pakTopu Npy NaymeHT ¢ notBbpaeHa LMNA myTauusa: NSVT
no Bpeme Ha aMbBynaTopHO enekTpoKapAMorpapcko MOHUTOpUPaHe
(XonTep), JIKDU <45% npw nbpBaTa OLEHKa, MbXKW MOJ N He-MUCCEHC
MyTauum (MHcepuua, Aeneuns, TpyHKaLmMm uamn cnnanc-myTauum).

ACE = aHrnoteH3uH-koHBepTupaly eHsum; CAD = KopoHapHa apTepu-
anHa 6onect; KM = gunatatmeHa Kapauomwuonatus; EOU = enek-
TpodursnonornyHo nscneasare; CH = cbpgeyHa HegocTaTbyHocT; ICD
= UMNNaHTMpyem Kapauoseptep aedpubpunatop; LMNA = namun A/C
(Bup npoteunH); JIKDU = neBokamepHa mn3tnackealia ¢pakums; MRA =
MUHepankopTUKOuA-peLenTopHu aHTaroHncTy; NSVT = Henpoabixku-
TesnHa KamepHa Taxmkapaus; NYHA = New York Heart Association; PVS
= nporpammpaHa kamepHa ctumynauusa; BCC = BHe3anHa cbpheyHa
cmbpT; KA = KamepHa aputmus; KT = KamepHa Taxvkapama.

CmbpTHOCTTa npu geua ¢ JKMI e oTHocuTeNnHo B1COKa npes
nbpBaTa rogMHa OT XMBOTa, HO C/lef ToBa MHOro feua ce
Bb3CTaHOBABAT QYHKLUMOHANHO MM OCTaBaT KAMHWUYHO CTa-
6vnHN.3>° OCHOBHMTE MPUUYMHM 338 CbPAEYHO-CbAOBA CMbBPT
npu JKMI ca nporpecupatwa CH n BCC B pe3yntat Ha KA unn
no-pAagko 6pagnaputMmn. MHOro HeMHBasVBHW NapameTpu
ca npepnaraHy Kato NpeAnKTOpW Ha BHe3amnHa CMbPT, HO B
CKOpPOLLEeH MeTa-aHanm3 Ha 45 npoyuBaHunA BktouBawm 6088
nauveHTn o¢yHKUMOHaNHUTE 1 enekTpokapanorpadcknute
napameTpu OCUTypABaT CKPOMHO pa3srpaHuyeHue mexgy
BMCOKO- U HUCKOPWCKOBUWTE NnaumneHTn. Haii-Brncok koeduuu-
eHT Ha BepoATHOCT (OR) noka3eaTt ¢parmeHTaymaTa Ha QRS-
KOMMNEKCHT U anTepHaHCHT Ha T-BbHaTa; HUTO efiH TeCT Ha
aBTOHOMHATa CUCTEMA He ce OKa3Ba 3Hauum npeaukrop.'”
3HaueHueTo Ha obpa3HaTa gnarHocTuka cbc CMR bGewwe oue-
HeHO B MeTa-aHanu3 Ha AeBeT MPOyYBaHMA NpPY NaLNeHTn C
HencxemmuHa Kapgumommonatus3%® n nokasea, ue ycTaHoOBs-
BaHETO Ha KbCHO rafjofIMHNEBO YCU/IBaHE NPU NauneHTmTe e
CBBP3aHO C MOBULIEH PUCK OT 06LLa CMBbPTHOCT, XOCNMUTaNM-
3aumn 3a CH n BCC. lonbAHUTENHATA CTOMHOCT Ha KbCHOTO
ragosIMHNEBO YyCUIBaHe CNPAMO APYrUTe MPOrHOCTUYHN Map-
Kepu ce HyxfJae OT yTOUHABaHe.

MHBa3neBHoTO EOU ¢ PVS 61 morno fa urpae pons npu na-
uneHTn c KM
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7.1.2.1.  W3numeaHus 8epxy mepanuama c uMnaaHmupyem Kap-
duosepmep Oegpubpuiamop npu OuAAMAMUBHA Kapou-
omuonamus
Peanua n3nuteBaHmAa cpaBHABaT TepanuaTta ¢ ICD, camocTo-
ATeNHO unu B KombuHauusa cbc CRT, cnpamo nnaue6o vnm
aMnofapoH npu nauveHtn ¢ JKMM.64151-154313,316,317.354 -
BEUYETO OT TAX Ca MPOBeJeHN B epaTa, Korato Hal-gobparta
Me[MKaMeHTO3Ha Tepanua eBontompa Ao BknouBaHe Ha ACE
nHxmMbuTopm, 6eta-6nokepu n MRAs.3>8 Mbpeute RCTs BbPXY
TepanuAaTa ¢ ICD HAMaxa gocTaTbyHa cTaTMCTUYeCKa Cuna, 3a
a [ONOBAT KAWHMYHO 3HaYMMM Pa3fiMKK MO OTHOLIEHME Ha
NpeXnBAeMOoCTTa, a B HAKou cnyyvau (Hanp. DEFINITE) o6wara
CMBPTHOCT e 6uNa No-HUCKa OT OYaKBaHMATA Npean BKIIOY-
BaHeTo. CPOKbBT Ha MpocsieAABaHe B HAKOW NPOYYBaHUA e
OTHOCUTENIHO KPaTbK, @ KakKTo M Npu Apyru cmtyaumm oTHO-
WEHNETO MeXAy MOTMBUPAHUTE LWOKOBE M NPOorHo3ara e Bce
oule HeAcHo. HATO egHO npoyyBaHe He e uscsenBano Npo-
cnekTuBHO nonsata oT ICDs npu cneyndrUyHN eTUONOrNYHN
noarpynu AKMI.

7.1.2.2. [lepsuyHa npopunakmuka

Yetnpn paHgommsmpanu wusnuteaHusa [CArdiomyopathy
Trial (CAT),3¢" AMIOdarone Versus Implantable cardioverter-
defibrillator: Randomized Trial npu nauneHTN ¢ HemcxemnyHa
avnataTMBHa KapgmommonaTtus 1 6e3cMMnToMHa HenpoabIl-
XuUTenHa KamepHa Taxukapaua (AMIOVIRT),3>* DEFINITE?® un
SCD-HeFT®¥] nscneagaT edekta oT camocToATesIHa Tepanus
c ICD 3a nbpsnuHa npeseHuma Ha BCC. Cnegsawo npoyuyBa-
He, COMPANION, 33 npaBu cpaBHeHve 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 NauuMeHTn c HemcxemmuHa KMI1, nokato SCD-HeFT
n COMPANION BKntouBaT nayneHT C UCXEMUYHA N HEnCxXe-
MuuHa JIK pucdyHkums.

EonHctBeHo COMPANION pemoHCTpupa cTaTUuCTUYecKn
3HAaYMMO HamansaBaHe Ha yecToTaTa Ha BHe3anHaTa CMbPT C
ICDs B cpaBHeHuMe C onTuManHata megnkaMeHTO3Ha Tepanus.
ObuwaTa CMbPTHOCT e H6una no-Hucka B rpynata cbc CRT-D,
OTKOJIKOTO B rpynarta c ¢apmakonormyHa tepanua [HR 0.50
(95% Cl1 0.29, 0.88), P = 0.015], HO e 6una cbnNpPoBOAEHa OT 3Ha-
UYMMO NO-BUCOK PUCK OT YMEPEHM [0 TEXKN HebnaronpuaTHM
CbOMTMA NO BCSAKAKBA NpuunHa (69% vs. 61% B paMoTo C Me-
AnKameHTo3Ha Tepanusa, P = 0.03). O6eaMHEHMAT aHanu3 Ha
neT M3NUTBaHMA 3a NbpPBMYHA NpeBeHuMA (1854 nauneHTn ¢
HencxemmyHa JKMI1) peMoHCTpupaT CTaTUCTUYECKM 3HAYM-
MO MOHUXeHMe ¢ 31% Ha oblaTa CMbPTHOCT B non3sa Ha ICD
cnpAMO mepuMkameHTo3HaTta Tepanua [RR 0.69 (95% Cl 0.55,
0.87), P = 0.002].3" To3n edeKT ce e 3anasun u cneq UsKwou-
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.  BmopuuHa npounakmuka

Tpu nznutsanus (AVID,153 CASH'2 u CIDS;'*' BuxTe OHalH
mab6nuya 5) ca nscneganu tepanuaTa ¢ ICD 3a BTopuUHa
npeBeHUMA NpW NauyMeHTU C aHaMHe3a 3a NpPeKbCHaT Cbp-
JeyeH apect unu cumntomHa KT. B npoyuBaHeTto CASH na-
LUMEeHTUTe ca 6N NbPBOHAYaHO paHAOMM3MpPaHM fa nony-
yat ICD unm egHo OT ciefHUTE TPU NIeKapCTBa: aMUOJapoH,
meTonponon unu nponadeHoH, HO PamoTo ¢ NponadeHoH e
npekpaTteHoO paHo, Nopaau NoBulleHa CMbPTHOCT. OuHan-
HUAT aHanu3 obobulaBa AaHHWUTE OT rpynaTta ¢ aMUogapoH

1 Tas3n ¢ metonponon. Tpute M3NNTBaHMA BKAOYBaAT obwWo
1963 nauymneHTn, 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 nayuMeHTU ¢ HeMCXeMUYHa Kapuomuonartums; oT
CASH He ca poknagsaHu 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 nocnepBauw meTta-aHanus, obe-
AnHABal, gaHHuTe oT AVID n CIDS, ce ycTaHOBABa HECUTHU-
$VKaHTHO NoHMXKeHMe ¢ 31% Ha obuaTa CMbPTHOCT CNPAMO
MefVKamMeHTo3HaTa Tepanus.'>*

7.1.2.4.  [lpuduHHO-cheyugu4YHa CMBPMHOCM

Manko ca npoyyBaHuATa, KOUTO U3CNeABaT NPOrHO3aTa Unu
fnleyeHmneTo npu cneyndmyHm nogemngose AKMIM. Hain-gobpe
ca XapaKTepusumpaHu npubnusantenHo 5-10% OT naumeH-
TUTE, KOUTO MMaAT 6oNecT NpMUMHEeHa OT MyTauuK Ha reHa
LMNA.7"352 Cgbp3aHaTta ¢ LMNA cbpaeuHa 6onecTt nokasea
Bb3PacTOBO-3aBUCMMA MEHeTPaAHTHOCT C paHOo nosABABa-
WM ce NpeacbpAHM apuUTMUKN, NOCNeABaHN OT pa3BUTUE Ha
npoBofHa 605ecT 1 BUCOK PUCK OT BHE3aMNHa CMbPT, YeCTO
npw neko mspaseHun JIK gunatauma n CUCTONHO HapyLleHue.
B MHOroueHTpoB pernctbp ¢ 269 Hocmutenn Ha LMNA-myTa-
umA, MyNnTMBapUaHTHUAT aHanm3 geMoHcTpupa, ye NSVT no
Bpeme Ha ambynatopHo Xontep-EKI moHutopupane, IKOU
<45% npu NbpBUA Nperneq, MbXKUAT Non N He-6e3cMuUc-
neHnTe myTaumm (MHcepumA-geneuna/TpyHKauma unm my-
TauuMmn 3acAralwy CNAMTaHeTo) ca Ce OKaslanu He3aBUCUMMK
puckoBu GakTopu 3a manurHeHa KA.”' ManurHeHa KA e Ha-
CTbMNUNa camo Npu NauMeHTU C Hall-Manko ABa OT Te3u pu-
CcKoBM GaKTOpK, a PUCKDBT Ce e yBennyaBan KyMynaTUBHO 3a
BCEKWN JOOABEH PUCKOB PpaKTop.

7.1.2.5.  [1o0x00 KsM KamepHama apummus npu 0usIamamugHa
Kapouomuonamus
MauneHTn ¢ JKMI n pekypeHTHa KA Tpabsa ga nonyuvat on-
TUManHa meaukameHTosHa Tepanua ¢ ACE nixmbutopum, be-
Ta-6nokepu n MRAs B cboTBeTCTBUE C NpenopbKkuTe Ha ESC
npu xpoHunyHa CH.8 OueBnaHu npoBokupawy dakTopu 3a KA
(KkaTo NPOapUTMUYHU NeKapCTBa, XUMOKannemmsa) unm npu-
ApyXaBalm 3abonaBaHmA (kaTo TpeouaHa 6onect) npeans-
BuKBawm KA Tpabsa fa 6baaT TbPCEHU M MO Bb3MOXKHOCT Jie-
KyBaHW. [Npu cTabunHy npey ToBa NaymeHT C HOBONOABMA
ce KA TpabBa pga ce nma npeasup KOpoHapHa aHruorpadus,
aKo naumneHTdHT e ¢ ymepeH Ao Bucok puck ot CAD. Amuoga-
poH TpAbBa Aa ce nma npeasua npu nauyveHtun ¢ ICD, kouTo
nosiyyaBaT NMOBTOPHU MOTVMBUPAHW LIOKOBE, BbMPEKN OMTU-
ManHOTO NMPOrpamupaHe Ha yCTPONCTBOTO,%?° HO He TpsabGBa
[a ce V3Mon3Ba 3a jieyeHne npu 6e3cMMNTOMHU enNu3oamn Ha
NSVT. YnoTtpeb6aTa Ha 6IOKepy Ha HaTpMeBWTE KaHanu 1 Apo-
HefapoH He ce MpenopbyBa NPU NauueHTU ¢ HapyweHa JIK

CI)yHKLlVIﬂ, nopagn noTeHUnanHNTE UM NPOaApPUTMNYHN ed)eK—
T11.129,152,357,362,363

7.1.2.6. Abnayus Ha KamepHa Maxukapous

Cy6cTpatbt Ha KT npu AKMIT e c ronAma CnoXHOCT, KoeTo e
OTpaXeHne Ha MHOXeCTBOTO Npu4YnHK 3a 6onectTa. Mpoyu-
BaHMWA, OUeHABALM Pa3/IMYHM abnaunMoHHN cTpaTerun npu
OKMTI, cbobuwaBat 3a CKpomeH B Hali-gobpua cnyyan ycnex,
KOWTO He ce nopobpsBa cnej M3BbpLIBAHE HA eNUKAPAEH 1
eHIloKapAeH MenuHr. B ckopowHo perncTtpoBo mnpoyuysBaHe
CpaBHABALLO 63 MALMNEHTN C HEUCXEMMYHA KapanommonaTus
1 164 c ucxemmnyta JIK guchyHkuma,2°8 abnauma Ha KIMHUYHa-
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Ta KT e nocturHaTta camo npu 18.3% OT HeucxeMnyHuTe Kap-
aviomuonatuu. Mo Tasu NpuumnHa, KaTeTbpHa abnauma Ha KT
npu naumeHTn ¢ JKMIM Tpab6ea fa ce orpaHnymn Jo NauneHTn ¢
AceH mexaHu3bMm Ha KT (Hanp. 6egpeH pueHTpu-MexaHM3bM)
1 fa ce Hanpasu B ONMUTHU LEHTPOBe.

7.2. XuneptpodmuHa KapanomuonaTus

7.2.1. JdedmHunuynn, enuaemvionorus
N NpeXxnBAemMmocTt

XKMI ce xapakTepu3sumpa ¢ yBenuyeHa gebenunHa Ha JIK cteHa,
KOATO He MOoXe fja ce 06ACHN efMHCTBEHO ¢ naTonoruyHo JIK
HaToBapBaHe.''® Tasn gepuHMUMA € NPUNoXKMMA NPKU aeua u
BbH3PACTHM M He BKJIIOYBA YTOYHEHUA Ha eTMONOruATa, HO 3a
LennTe Ha Te3n yKasaHua npenopbkuTe 3a npeseHuma Ha BCC
ce OTHacAT 3a MauueHTn 6e3 meTabonnTHU, NHOUATPATUBHM
unu apyru 6onecTn, KOUTO UMaT MHOTO ACHO OYepTaHa ecTecT-
BEHa eBONIoLMA 1 NleyeHue.

MpoyuBaHua B CeBepHa Amepuka, EBpona, Asna n Appuka
cbobuaBaT 3a YecToTa Ha HeobAacHUMaTa JIK xuneptpodus B
auanasoHa 0.02-0.23% npwu Bb3paCTHM NPU MHOTO MO-HUCKa
yecToTa cpeq NauueHTn <25-roguiuHa Bb3pact.''® Bbnpeku ye
XKMIT ce yHacnepsaBa Hal-4ecTo MO aBTO30MHO-AOMVHAHTEH
reHeTMyeH MbT, MOBEYETO MpPOyyBaHMA CboOLiaBaT 3a NeKo
npeobnagaBaHe Ha MbXXKMA MoN, a YyectoTaTa Ha XKMI cpep
pasnuuHUTE pacy e cxofHa.'®

Obuwara roguilHa CbpAeYHOCHA0BA CMbPTHOCT U YecToTa-
Ta Ha CMbPTHUTE CAlyyan UAU MOTMBUpPaHWUTe paspaan ot ICD
3a KT/KM npu Henop6paHu nauneHtn ¢ XKMI e cboTBeTHO 1-2
1 0.81%.3543% [lpyrn ronemm MpuUMHK 3a CbPAEYHOCHAOBA
cmbpT ca CH, Tpomboembonunsbm 1 AV 610K.

7.2.2. TlMopxoa KbM cTpaTudUKaLMATa HA pUCKa 1
TepaneBTUYHOTO NoBeAeHNe

MpeBeHUNA Ha BHe3anHa cCbpAeyHa CMbPT NpU Naum-
eHTU C XunepTpodunyHa KapanoMmmonaTus

Mpenopbkn

MN36areaHe Ha cbcTesaTenHu cnop-
Tosed ce npenopbyBa Npu NaLyneH-

Tn ¢ XKMIT.

MNoctaBaHe Ha ICD ce npenopbuBa
npv NauneHTy, Npexusenn cbppe-
YeH apecT gbmKaly ce Ha KT nnn KM,
WIIN CbC CNOHTaHHA NPOABKMTENHA
KT nmpuuvHsABalla CvHKON wnn xe-
MOAMHAMMWYHO KOMMpOMeETUpaHe, ¢
OuaKBaHa NPeX1BAemMocT >1 roauHa.

116,
367-372

PuckoBa cTpatudukauma ¢ nomo-
wra Ha HCM Risk-SCD kankynaTop ce
npenopbyBa 3a OLeHKa Ha 5-roAuLU-
HWA PUCK OT BHe3anmHa CMbPT Mnpu
nauneHtTn =16-roguwiHa Bb3pacT 116, 365
6e3 aHamHe3a 3a pecycumTpaHa KT
v KM unm cnoHTaHHa NpogbiKu-
TenHa KT npuynHABaLla CHKON unm
XeMOAVMHaMUYHO KOMMPOMeT/paHe.

lMpenopbyBa ce  5-roguwHWAT
puck ot SCD pa ce oueHn npu Mbp-
BUA Npernej v npes nHTepsanu ot 116, 365
1 [0 2 roAnHN UK Npy NPOMAHa B
KAMHUYHMA CTaTyC.

MocTaBaAHe Ha ICD TpsA6Ba Aa ce
MMa npeasug npv nauuveHtTn ¢
M34ncneH 5-roguweH puck oT
BHe3arnHa cMbpT =6% 1 o4YakBaHa
NPOAB/IKMUTENIHOCT Ha »KuBoTa >1
rogvHa cnep noapobHa KNMHMYHA IE]
OLleHKa, KOATO BK/IOYBA JOKUBOT-
HUA PUCK OT YCNIOXHEHUA 1 oTpa-
XeHneto Ha ICD Bbpxy HauMHa Ha
XKMBOT, COLMANHO-NKOHOMUYECKUNA
cTaTyC 1 MCMXUYHOTO 3[paBe.

116, 368

MocTtaBsHe Ha ICD moxe aa ce 06cban
NPW KOHKPETHN NaLMEHTN C U34nCNIeH
5-roguwweH puck ot SCD >4 po <6%
N OYaKBaHa MPOABLIPKATENHOCT Ha
XnBoTa >1 roguHa cnep noppo6Ha
KIMHNYHA OLIEHKa, KOATO BKIOYBA
[OKVBOTHUA PUCK OT YCIIOXKHEHUA 1
oTpaxeHuneto Ha ICD Bbpxy HaumHa
Ha >KVBOT, COLMANTHO-UKOHOMUYECKUA
CTaTyC Vi NCMXMYHOTO 3[paBe.

116, 365,

Ilb 363

MocTaesaHe Ha ICD moxe aa ce 06Cb-
U NPU KOHKPETHU MauMeHTU C 13-
uncneH 5-roguiwen puck ot SCD <4%,
KOraTo MMaT KMHWYHN NpU3HaLm C
[lOKa3aHO MPOrHOCTUYHO 3HayeHne
N KOraTo OLEHKaTa Ha JOXWUBOTHUA b
PUCK OT YCIIOXKHEHWA U OTPaXkeHue-
7O Ha ICD BbpXy HauMHa Ha >KVBOT,
COLMANHO-MKOHOMUYECKUA CTaTyC U
NCUXMYHOTO 3[APaBe MNoKassa Cymap-
Ha nonsa ot Tepanus c ICD.

116, 365,
368

MHBasusHo EOU c PVS He ce npe-
nopbuyBa 3a cTpatudukauua Ha
pucka ot BCC.

116

2Knac Ha npenopbkuTe.

"HnBO Ha JOKa3aTeNCcTBEHOCT.

U3TOUHKK(UK), NoaKpenAL(1M) NpenopbKUTe.

9Mpenopbkute Ha ESC peduHMpaT cbcTesaTenHuTe CNopToBe Kato
aMaTbOPCKO MM NPOdECMOHANHO yyacThe B PeAOBHU GU3NYECKY TPe-
HUPOBKM U yyacTme B opuLnManHu cbCTesaHna (3a noBeye nogpobHoc-
TV BUXKTe cboTBeTHUTE Mpenopbku Ha ESC).

ESC = European Society of Cardiology; EOU = enektpodursnonornyHo
n3cnegsaHe; XKMIM = xuneptpoduuHa kapanomuonatus; ICD = um-
nnaHTupyem Kapavoseptep aedunbpunatop; PVS = nporpammpaHa Ka-
MepHa ctumynaums; BCC = BHe3anHa cbpfeyHa cMbpT; KM = KamepHo
MbxaeHe; KT = KamepHa Taxmkapaua.

7.2.3. KamepHu aputMum npu xuneptpopuyHa
Kapagnomuonatua

NSVT ce cpela npu ~25% OT NaumeHTUTe No Bpeme Ha ambyna-
TopHO Xontep-EKI MmoHuTopupaHe.3’337* YectoTarta v HapacTBa
C Bb3pacTTa U Kopenupa ¢ gebennHata Ha JIK cTeHa n KbCHOTO
ragonvHueso ycunsaHe 8 CMR.3”> NSVT no speme Ha ambyna-
TOPHO MOHUTOPUPAHE e CBbp3aHa C NoBulleH puck ot BCC.373
JokymeHTnpaHata NSVT no Bpeme Ha unv HenocpeacTBEHO
criefl HaToBapBaHe e MHOTO PAfKa, HO MOXe [1a e CBbp3aHa C No-
BMCOK puck ot BCC.376

JookyMeHTVpaHaTa npoabmkutTenHa MoHoMmopdHa KT (=30s)
e pagKa, Ho MoXe Aa 6bfe no-yecTa NPV NaUUeHTW C anukan-
HK JIK aHeBpu3amun. Hannumeto Ha CAD TpsabBa ga ce n3Koum
npv NAaUNEHTN C YOBIKEHN AN CUMINTOMHMW €MU30AU, ako NMa
puckoBu $hakTopy 3a KOpoHapHa atepockneposa.?”” MauneHTn
C He fob6pe noHacAHa npoabmkuTenHa KT Tpabsa ga ce umat
npegsug 3a ICD-Tepanna n neyeHne c 6eta-61oKepn MM amu-
O[apOH C Len NoThCKaHe Ha cneaBaly enunsoau. Mpu naumveHTn
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C AaHHW 3a pokKaneH npownsxop Ha TAxHaTa KT moxe fa ce nma
npepsug EOU n abnauma.

7.2.4. TopxoA KbM cTpaTuPUKaLMATa Ha pUCKa 1
TepaneBTUYHOTO NoBeAeHVe Npu Bb3pacTHN
naumeHTn

B ncropunueckn nnan puckst ot BCC npu nauymentn ¢ XKMI e

OLeHABaH C NOMOLLTa Ha NPOCT TOYKOB CHOP, OCHOBaH Ha pe-

AMua n3bpaHy KNUHUYHKU napameTpu.367378379 Npyri KNMHUYHK

npu3Hauu, KaTo MroKkapaHa ¢pnbposa (yctaHoBeHa C KOHTpacTeH

CMR), JIK anukanHn aHeBpU3M1 1 pasinyHn MyTaLumn Ha reHuTe

Ha capKOMepHWTe NpoTenHK, 6saxa NpefnoXeHn 3a Kputepuu,

KOWMTO MoOraT Aa ce 13Mo3BaT 3a HacouBaHe Ha TepanuaTa ¢ ICD

npv Nrua C yMepeH puUcK, HO € Manko nogkpenAwm aaHHu. ESC

yka3zaHuaTa 3a XKMIN npenopbuBat ynoTtpebata Ha KankynaTop

(HCM Risk-SCD), koTo npasm oLeHKa Ha 5-roguiuHma pyck.'®

Bcnukn npepckassalyy napameTpu, U3rnon3BaHy B MOAena,
ca cBbp3aHu ¢ nosuweH puck ot BCC B Hall-manko eguH ny6-

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

webHCM.html). KankynatopsT e cneymanHo npefHasHayeH 3a

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

Ha3HauyeH 3a ynotpeba Mpu ennTHU CbCTesaTenn v nuua

mMeTabonuTHY nnn nHGUNTPaTMBHU 3abonasaHua (Kato 6onect

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

MopenbT He BKNOUBa MHAYUMPAHMUTE NPU HaTOBapBaHe rpaau-

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

ankoxosiHa centanHa abnauwms.
MHBasneHoTO EOU ¢ PVS HAMa npuHoc 3a cTpaTudukauua

Ha pucka oT BCC npu XKMI 1 ynotpebaTa My npu naumMeHTn cbC

CUHKOM UNX CMMMTOMM, NOACKAa3BallM apuTMKA, He ce npeno-

pbuga.'®

3a pas3fnuka OT Hackopo My6nvKyBaHWTe MPenopbKy npu

XKMI,"® Hue He BKnouBame Knac |l npenopbKy Npu naumeHTu

C U34ncCneH 5-roguiieH puck <4%, npefBuAa cTeneHTa Ha Hecu-

rYPHOCT MpKW M3UNCNABAHE Ha PUCKA, KOATO Hanara noBuLLIEeHO

BHUMaHVe Npu N3KnYBaHe Ha fafileHa KaTeropma naumneHTun ot

npenopbKuTe 3a ynotpeba Ha ICD.

7.2.5. TMopxoa KbM cTpaTuduKaLATa HA pUCKa
N TepaneBTUYHOTO NOBeAeHue nNpu
neanaTpuyHM NayveHTn

Mpwn NayneHTn Ha Bb3pacT <16 rognHu cnep X1BOTO-3acTpalla-
Bawa KA ce npenopbyBa uMnaaHTauua Ha (Npu Hy>Kaa enukap-
aeH) ICD. Manko ca gaHHUTe BbpXY M3MNO0MA3BAHETO Ha KIUHNYHU
PUCKOBY MapKepu 3a HacouBaHe Ha MbpBUYHATa NpoduUnakTu-
Ka, ocobeHo npu no-mManku feua (<8-roguwHa Bb3pacT). Teky-
wuTe yKkasaHus Ha ESC npenopbusat Texkara JIK xuneptpodus
(aedpuHMpaHa KaTo MakcmasnHa gebenviHa Ha JIK cteHa =30 mm
unu Z-score =6), HesiceH cnHkon, NSVT 1 pamunHa aHamHe3sa 3a
BHe3anHa CMbpT Aa 6bAaT Bb3npuemMaHy KaTo OCHOBHU PUCKO-
Bu dpaktopu 3a BCC npu geua."® Mmnnantauma Ha ICD Tpsa6ea
[a ce B3eMe npeaBuA Npu gewua, KoUTo MMmaT ABa Unm noseye ot
Te3n ronemm puckosu daktopu. MNpu oTaenHN NaumMeHTH C eaunH
puckoB ¢akTop umnnaHtauus Ha ICD moxe fa ce obcban cneg,
BHUMaTeSIHa NpeLeHKa Ha pUCKoBeTe 1 nonsuTe 3a geteto. B
MHO3UHCTBOTO OT C/lyyauTe e JOCTaTbyHO Ja Ce NOCTaBu efAHO-
KyXVHeH aednbpurnartop, C KOETO ce HamasfBa BEpPOATHOCTTA 3a
ycnoxHexun.'

7.2.6. [peBeHUMNA Ha BHe3anHaTa CbpAevyHa CMbpPT

7.2.6.1. Cesemu 3a1eKapcmea u Ha4yuH Ha Xusom

MauneHTtn ¢ XKMI Tpabsa ga 6b4aT cbBeTBaHM Aa He yyacTBaT
B CbCTe3aTeSIHU CropToBe U Aa 6baaT pasybefeHn ga npassaT
WHTEH3MBHM GU3NYECKN ycunns, 0cobeHo KoraTto ca € Mpu3HaTh
puckoBu pakTopu 3a BCC unu umat rpagueHT B LVOT. Hama RCTs
3a aHTMapuTMunyHa Tepanusa npy XKMI. AMnogapoH BepoATHO
HamansBa cnydyaute Ha BCC npu NSVT no Bpeme Ha ambynaTtop-
Ho EKI MOHMTOpMpaHe, HO B MHOrO OT NPOYYBaHUATA YeCTO He
ycnsga aa npegotepaty BCC.38038! Nusonupammng n 6eta-6mn0-
Kepu ca 13Mnon3BaHM 3a JfleyeHne Ha obcTpyKumaTa Ha LVOT, Ho
HAMa [OKa3aTesicTBa, Ye Te Hamanaear pucka ot BCC.M6 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 degpubpunamopu
Bmopuy4Ha npogunakmuka. Bbnpeku ye HAMA M3NUTBaHUA Ha
ICD-Tepanuata npu XKMI, o6cepBaLOHHM KOXOPTHU MPOYY-
BaHUA N MeTa-aHaiM3M NOKa3BaT, Ye NPeKbCHATUAT CbpAeYeH
apect nnu npogbmkutenHata KT ca cBbp3aHu C NOBULLEH PUCK
OT noc/iefiBaLum neTanHu cbpaeuHy aputmmnn. 368 Mo Tasm npuun-
Ha ICDs ce npenopbuBart B Ta3u Masika rpyna nauueHti.!

MepsuyHa npogpunakmuka. NpenopbyuBa ce naymeHTUTe C
XKMM pa 6bpat noanaraHu Ha CTaHAAPTHA KAWHWMYHA OLEH-
Ka B CbOTBETCTBME C npenopbkute Ha ESC npu XKMM."'® Ta
BK/OYBA KNIMHMYHa 1 damuiHa aHamHe3a, 48-uyacoBa ambyna-
TopHa EKI, TpaHcTopakanHa exokapguorpadpua (unm CMR npun
now exorpadckm nposopeL) N CUMATOM-IMMUTUPaHa paboTHa
npo6a. MpenopbknTe 3a Tepanua c ICD ce ocHoBaBaT Ha 5-ro-
AnwHnA puck ot BCC, kankynmpaH ¢ nomouyta Ha HCM Risk-SCD
MOJen, U B3eMaHe MpeaBug Ha Bb3pacTTa U o6wWoTo 34paBo-
CJZIOBHO CbCTOAHME Ha NayMeHTa.

7.3. AputTmoreHHa fleCHOKamepHa
KapanomuonarTua

7.3.1. [OedmHuuunn, enugemmonornsa
N NpeXxnBAemMocT

ARVC (unn apuTmoreHHa KapavomuonaTtus) e nporpecupawo
3abonsBaHe Ha CbPAEUHMA MYCKYJ XapakTepusunpallo ce ¢ KA,
CH un BCC.382 OcHoBHUAT xuUcTOMOrMYeH Gener Ha ToBa 3abons-
BaHe e 3aMeCTBaHe Ha KapAnOMUOUWTHTE OT MacTHa 1 Grbpos-
Ha TbKaH.382383 B knuHnuHo oTHoweHne ARVC ce onpegens ot
CTPYKTYPHU 1 GYHKLMOHANHN NPOMEHN B AACHaTa Kamepa, HO
npu >50% OT nauueHTuTe ce Habmoaasa JIK yuactue.384 Kpure-
punTe Ha HacTosALaTa paboTHa rpyna BK/IYBAT XUCTONOMMYHM,
reHeTUYHN, efleKTpoKapamorpadpcky 1 obpasHu napameTpu 3a
KnacuduurpaHe Ha nauveHTUTe B CUFypHa, FpaHUYHa 1 Bb3-
MO>Ha AMarHoCTnYHa Kateropus.38?

B noseueto cnyuam ARVC ce yHacnepasa no aBTO30MHO-
AOMMWHAHTEH FeHeT!YeH HauMH 1 Ce NPUYMHABA OT MyTaLuuun B
reHuTe, KOAUPALLM AEeCMO30MHUN NPOTENHN (MNakornobuH), ae-
CMOMMaKUH, nNnakopunnH-2, OeCMorfienH-2 1 AeCMOKONH-2.
ManumHcTBO OT CnyyauTe ca NPUYMHEHN OT MyTauun B Hepec-
MO3OMHW FeHn 1 pefKn peuecnBHn GopmMm (KaTo CUHAPOM Ha
Carvajal n 6onect Ha Naxos) CBbp3aHU C KOXKeH GeHOTUM Ha Nnan-
MapHa v nnaHTapHa xunepkeparosa.*?

MpeobnapaBaHeTo Ha ARVC ce usuncnsea Ha 1 Ha 1000 go
1 Ha 5000 oT o6WOTO HaceneHre 1 e BaxHa npuunHa 3a BCC
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npy CNOPTUCT U Maan Bb3pacTHU. 3838 KnuHuunnte npos-
B, BKNtoUMTENHo nannutauum, cuHkon, KT n BCC, 06MkHOBEHO
ce pa3BMBaT MexJy BTopaTa ¥ YeTBbpTaTa [jeKafia Ha X1BoTa.
MporpecrpaHeTo Ha 6onecTTa MoXe fa foBeAe [0 AACHA UK
naBykamepHa CH. ToguHWAT neTanuteT, CbobLWEH B Pa3nyHM
NpoyyYBaHuUA, Bapupa 3HauYNTEeNHO, B 3aBUCMMOCT OT XapakTe-
PUCTUKNTE Ha [OKNaABaHNTE KOXOPTU. [laHHWTE OT eAnH MeTa-
aHanu3 cbobLiaBaT CbOTBETHA yCpPeAHEHa ronluHa CbpAeyHa
CMBPTHOCT, HECbpAeYHa CMDBPTHOCT W TPaHCMAAHTaLMOHHA
uectoTa 0.9, 0.8 1 0.9% cboTeeTHO.3¥’

7.3.2. TMopxoa KbM cTpaTuduKaLATa Ha pUcka
1 TepaneBTUYHOTO NoBeAeHne

Crpatndukaymua Ha pucka U NoAXoA NMpu MaLneHTn C
apUTMOreHHa fleCHOKaMepHa KapauomuonaTus

Mpenopbkn UsT

MN36areaHe Ha cbCcTe3aTeNIHN Cnop-
tosed ce npenopbyBa Npu naym-
eHTn c ARVC.

388

beTta-6nokepu, TUTpUpaHu Ao
MaKCMManHO MoHocMMa fo3a, ce
npenopbyBaT KaTo Tepanus Ha
nbpBY U360p 3a NofobpsABaHe Ha
cuMnTOMaTrKaTa npy NaumneHTn ¢
yectn PVC n NSVT.

Ta3un
eKc-
nepTHa
rpyna

MNocTtaBaHe Ha ICD ce npenopbuBa
npwv NauMeHTN C aHamHe3a 3a npe-
KbcHata BCC u xemoamHamnyHo
TPpyAHO noHocuma KT.

389

AMVoflapoH TpsabBa fAa ce vMa
npeasuA 3a nogobpaBaHe Ha CUM-
nTomaTtuKaTa npv NauneHTu c yec-
T PVC nnu NSVT, Kouto He noHa-
CAT MAN UMAT NPOTUBOMOKa3aHNs
3a 6eTa-6nokepu.

390, 391

KateTbpHa abnauus, n3BbpLIBa-
Ha B LieHTpoBe ¢ onuT, TpA6Ba Aa
ce 06CHAN NPU MaLMEHTU C YeCTn
cumnToMHu PVC wunu KT, Heno-
BAVABALYM Ce OT MeVKaMeHTO3Ha
Tepanus, 3a nogobpsaBaHe Ha CUM-
nTomMaTnkaTa n CbOTBETHO 3a npe-
poTtBpaTaBaHe Ha ICD wokoBe.

183, 202,
207,392,
393

MNocTaBaHe Ha ICD Tpa6Ba pa ce
B3eme npeasui nNpy naunmeHTn c
ARVC, KOUTO ca C XeMOANHAMNYHO
fobpe noHacAHa NPOAbBIKUTENHA
KT, cnen npeternaHe Ha pucka oT
TepanuAta ¢ ICD, BknoumTenHo
OBNrOCPOYHUTE  YCNOXKHEHUA, W
nonsara 3a nayueHTa.

387,394,
395

MocTaBsaHe Ha ICD moxe fa ce B3e-
Me npeaBuA Npu NaunMeHTn ¢ efnH
WM noBeye pasno3HaT PUCKOBU
dakTopn 3a KA npu Bb3pacTHU
nauMeHTn C ovaKBaHa NPOAbBI- Ta3u
>KUTENHOCT Ha XuBoTa >1 roamHa b eKc-
cnep nofpobHa KNMHNYHA OLEHKa, nepTtHa
KOATO B3ema npefBuj [OXMBOT- rpyna
HWUA PUCK OT YCNOXHEHUA 1 OTpa-
»keHuneTo Ha ICD Bbpxy HauMHa Ha
KMBOT, COLMATHO-NKOHOMMNYECKMNA
CTaTyC Y MCUXUYHOTO 3[paBe.

MHBasneHo EOU ¢ PVS moxe pa ce
o6cban ¢ uen cTpatuduKkaums Ha b 113, 114
pucka ot BCC.

2Knac Ha npenopbkuTe.

"HnBO Ha JOKa3aTeNICTBEHOCT.

U3TOUHMK(LUK), NnoaKpenAL(M) NnpenopbKuTe.

9Mpenopbkute Ha ESC pgeduHMpar cbcTes3aTesiHUTE CMOPTOBE KaTo
aMaTbOPCKO MM NPOdeCcMOHaHO yyacThe B PeAOBHN GU3NYECKN Tpe-
HVWPOBKM U y4yacTune B oduLManHu cbCresaHna (3a noBeye nogpo6bHOC-
TV BUXKTe cboTBeTHUTE Mpenopbku Ha ESC).

ESC = European Society of Cardiology; EOU = enekTpodrsnonorniHo
n3cnegBaHe; XKMIM = xuneptpoduyHa kapanomuonatus; ICD = um-
nnaHTMpyem KkapavosepTep aedubpunatop; PVS = nporpammpaHa Ka-
MepHa ctumynaums; BCC = BHe3anHa cbpfeyHa cMbpT; KM = KamepHo
mbxaeHe; KT = kamepHa Taxukapaus.

7.3.3. KamepHun aputmun npy apuTMoreHHa
AeCcHOKaMepHa KapanomuonaTtua

o pBe Tpetn oT nauyuneHTrTe nmat KA Ha EKI B nokon unn npwm
ambynatopHo EKI MoHnTOpupaHe n paboTHa npo6a.3%-3%° Tean
KA obukHoBeHo umat [JK npomsxog, (T.e. nokaseaT mopdosorua
Ha nAaB 6eapeH 6510K), Ho ocTa Ha QRS-Komnniekca No Bpeme Ha
KT obrkHOBEHO ce pa3nunuyaBa OT ocTa Ha QRS-komnnekca npu
RVOT,* a MHOro naumeHTV Nokassat pasfnyHu mopdonorum
Ha QRS-kKomnnekca. B ckopoleH npocnekTMBeH perncTbp Ha
nauueHTn, nekyeaHn npegmmHo c ICD, B noseyeTo ciyyau e
NpoBefieHa Tepanus 3a NPOAbIKATENHa MOHOMOPHa KT.40!

7.3.3.1. JledeHue Ha kKamepHama apummus
Manko ca cucTtemMaTMyHUTE JaHHW 33 ePpMKACHOCTTA Ha aHTu-
apuTMnyHnUTe nekapctea npu ARVC 1 oTpa)keHUeTo Ha meau-
KaMeHTO3HaTa TepanuA BbPXY CMbPTHOCTTA € HEeW3BEeCTHO.
MNpenrMHO Bb3 OCHOBA Ha CepuiiHK n3cneaBaHua ¢ PVS, 6eta-
6nokepuTe N 0COBEHO COTaoN Ce NPeNopPbYBAT KaTo CPeACTBO
Ha MbpBY 1360p NPU NALUEHTM C YeCTa KaMepHa eKTonusa Unm
NSVA.3%" B ckopolueH o6cepBaLUMoOHeH perucTbp obaye HUTO
6eTa-61oKkeprTe, HUTO COTaNON He HamanABaT CbC CUFYPHOCT
yecTtoTata Ha KA;3%° B masnika KoxopTa naumeHT! aM1MoAapoH ce
OKa3Ba no-eduKaceH 3a npeseHUms Ha KA.3%

3a npgeHTndMKauMs Ha 30HUTE Ha 3amecTBaHe ¢ ¢ubpo-
MacTHa TbKaH M 3a HacOYBaHe Ha KaTeTbpHaTa abnauus npwu
KA mMoxe fa ce 13non3Ba WMHBA3UBHO eNIeKTPOGU3NONOrMYHO
n3cneaBaHe C BOMTaXKeH MenuHr.202:207392402 OctpoTo noTucka-
He Ha KT e no-yecTo ycrnewHo Npu NauueHT € eHa UIn Manbk
6poii n3bpaHn gomuHupawm mopdonormm Ha KT, a enukapa-
HaTa abnauma MoXxe fa NOBULIK YecToTaTa Ha ycnexa. Tbil KaTo
HUTO aHTU-apUTMUYHUTE NEKAPCTBa, HATO KaTeTbpHaTa abna-
Lua ocnrypsaBaT JocTaTbyHa npoTtekuus cpely BCC, abnayuata
TpA6Ba Aa ce NPUNOXKKN NO-CKOPO 3a HamansABaHe Ha YecToTaTta
Ha apuUTMUUTE, OTKONKOTO 3a NofobpsABaHe Ha NPOrHo3ara.

7.3.3.2.  Qusuyecku o2paHuyeHus

TeXKKnTe HaTOBapBaHWA Ha CbCTE3aTE/IHO HUBO BEPOSITHO U3-
ocTpAT npossute Ha ARVC.8403 3aToBa, BbNpekn ue HAMa
KOHTPO/IMPaHN NPOYYBaHWA, AeMOHCTpUpawKM GnaronpuaTeH
edeKT, NpenopbyBa ce Aa ce U3BArBaT TEXKM GpU3MYeCKN HaTo-
BapBaHus.

7.3.3.3.  Wmnnanmupyemu kapouosepmep decpubpunamopu

MNMoBeyeTo NpoyuBaHMA BbpXy CTpaTUdMKaLMATa Ha pUCKa 1 Te-
panuaTa c ICD ca peTpoCneKTBHM 1 BbpXY 136paHu 1 OTHOCK-
TeJIHO Mankun BUCOKO-PUCKOBU KOXOPTU, HAabpaH! OT eAUHNYHMN
LeHTpoBe. MHOro OT TAX OCBEH TOBa faBaT Masiko UHdopma-
uMa BbPXy NokasaHusaTa 3a ICD. B ckopolueH cuctemeH o63op



42

Mpenopbku Ha ESC

(24 npoyuBaHuA) n meTa-aHanu3 (18 npoyusaHua) Ha 610 nauu-
eHTU crieq cpefieH nepuop Ha npocneaasaHe ot 3.8 roguHn, 38’
ycpeAHeHaTa roguiHa yectota Ha motusmpanute |ICD-Hamecn
e 6una 9.5%. TpyAHOCTV NpU NOCTaBAHETO Ha NPOBOLHULUTE
Ha ICD ce cbobuwaBart B 18.4% OT cnyvyauTe, a efleKTpoaHa man-
dYyHKUMA, MHPEeKUMA N M3MeCTBaHe Ca HacTbNUIM CbOTBETHO
npwu 9.8, 1.4 n 3.3% ot cnyyanTe. [oANLIHATa YeCTOTa HAa HEMOTU-
BupaHuTe ICD-Hamecu e 6una 3.7%.

MaumeHTn c aHamHe3a 3a NnpekbcHaTa BCC, TexKo noHacAaHa
KT n cuHkon mmat Hai-ronam puck ot BCC (go 10% roamiwHo)
1 B Ta3u rpyna ce npenopbusa ICD-tepanus.3¥” Opyru pucko-
Bu pakTopu 3a BCC nnu motmsmpaH ICD-paspag, foknaasaHu
B Pa3fIMYHN KOXOPTM, BK/IOUYBAT LOKYMEHTMPaHa MPOAbIIXKU-
TenHa KT, Hem3acHeH cuHkon, yecta NSVT, damunHa aHamHesa
3a NpeXaeBpemMeHHa BHe3anHa cMbpT, obwurpHa [K 6onecr,
n3paseHo paswmpasaHe Ha QRS-komnnekca, KbCHO ragonvHn-
eBo ycunaaHe B CMR (BkntoumTenHo JIK yuactue), JIK guchyHk-
uma 1 mHaykums Ha KT no speme Ha EQIA.113114.387.389,395,404-406
MHoOXecTBEHa UM ABYreHHa XeTepo3nroTHOCT ce Habnogasa
npu >10% ot HocuTenmTe Ha ARVC-nprynHABaLla 4eCMO30MHa
reHHa MyTauusa 1 Moxe aa 6bae PUCKOB ¢paKTop 3a rofemu pu-
TbMHU cb6KTUA 1 BCC.47 Thin KaTo NPOyYBaHWATA, N3CNIeABaLLM
KNHWYHUSA nsxod npu ARVC, ca MHOro pasHoobpasHu, npeno-
pbkuTe 3a ICD-Tepanus, uenawa nbpeuYHa NpodurnakTuka, ca
TPYAHO yCTaHOBUMU. Bb3 OCHOBA Ha HaNIMYHUTE faHHW IMa KOH-
CEHCYC NaLUWEHTMTE C HEU3ACHEH CMHKON Aa 6baaT B3eTu npes-
BMA 3a nocTaBsaHe Ha ICD. Mpwu nauneHTn 6€3 cuHkon ICD moxe
[a ce Ma npeaBug cnief NoapobHa KMHUYHA OLEHKA, KOSATO
BK/loUYBa GpaMusiHa aHaMHe3a, CTeneH Ha yBpexxaaHe Ha K n JIK
dYHKUMA, ABNTOCPOYEH PUCK OT YCIIOKHEHUA U OTPaXKkeHMe Ha
ICD BbpXy HauMHa Ha XMBOT, COLMANHO-MKOHOMMYECKMNA CTaTyC
N NCUXNYHOTO 3apaBe.

7.4. UHdwvnTpaTUBHU KapanommonaTnm

7.4.1. CbppaeyHa amunonpgosa

CbpAaeyHa amunaongosa

Mpenopbkn Knac® | HueoP UsT

ICD TpsbBa pa ce obcban npwu
NauMeHTn C feKoBepuXHa amu-
NonA03a MK HacNeACTBEHA TPaH-
CTUPETUH-acoummnpaHa CbpaeyvHa
amunongosa n KA, npnunHasawm lla
XEMOAMHAMUYHA  HecTabuiHoCT,
NPV KOUTO OYaKBaHATa NPOLABIKM-
TENHOCT Ha XuMBoTa e >1 rognHa c
[06BP GyHKLMOHaNEeH cTaTyc.

408-412

°Knac Ha npenopbKute.

®HuBO Ha fOKa3aTeNCTBEHOCT.

U3TOUHMK(LWM), NOAKPeNALL(M) NPenopbKUTe.

ICD = umnnaHTupyem KapguosepTtep aednbpunatop; KA = kKamepHa
apuTMmA.

[lBata OCHOBHU B1AA CbpLAEYHa aMUIONA03a Ca JIEKOBEPUKHATA
amMnIonA03a, NPUUMHEHa OT OT/IaraHe Ha MOHOKJIOHAJHM JIEKM
BEPUIY, 1 CBbpP3aHaTa C TPAHCTUPETMH HacleACTBEHa aMUsIo-
1A03a, NPV KOATO HOPMAsIEH (AMB TUM) UK MyTaHTEH TPAHCTW-
peTVH ce HaTpynea B Muokapga.*'>** o cbBcemM CKopo Cbp-
JeuyHaTta amuionfosa Gelle CBbp3aHa C MHOTO JIOLWA MPOrHo3a
CbC CpeAHa NPeXMBAEMOCT <1 roAnHa cied HauanoTo Ha CUMI-

TomuTe Ha CH, HO HanNpeabKbT B TepanuATa Npu JeKoBepUKHa
amunonaosa nogobpu npexunssiemoctra.*1?

[Jo 50% OT BCMUKM MALMEHTU CbC CbpAeYHa amuiIonao3a
ymupat BHe3anHo.*341 CmbpTTa ce cBbp3Ba YECTO C eeKTpo-
MexaHM4Ha AMCOLMALMs, HO eAVMHUYHN NYBANKYBaHU Cryyaun
OMMCBAT yCMeLHo NpeKbcBaHe Ha NpoabkuTenHa KA ¢ ICDs.408
Mo Bpeme Ha ambynaTopHO MOHUTOpUpaHe KA ce cbobuiaBat B
>25% OT NauUeHTUTE CbC CbpAeUHa aMmnnomngosa,* 4" Ho tax-
HOTO Hannuune Han-BepoATHO He npepackassa BCC. MNosuweHn-
Te CTOMHOCTY Ha CbPAEUYHUTE TPOMOHUHU 1 Ha N-TepMUHaneH
Npo-B-T1n HaTpuypeTuyeH NenTuj ca YyBCTBUTENHN MapKepu
3a CbpAeYHO ydyacTve U npefckasBaTt HebnaronpuaTeH nsxon
MPU NaLWEHTU C JIEKOBEPVXKHA aMUION03a, HO HAMA AaHHU
MOACKa3Baly Aanu Tesu MapKepy MOraTt Aa ce M3nonssar 3a
naeHTUGULMPaAHe Ha MaLMEeHTU, KOUTO 6uxa UManu nonsa ot
ICD. Bb3 ocHOBaTa Ha Te3u orpaHuuyeHmn faHHu, ICDs Tpabea ga
ce vMaT npeasuj Npuv NaLmeHTn C eKOBEPUXKHA aMuionao3a
VNN HacnefacTBeHA TPaHCTMPETMH-acouuMvpaHa aMuionaosa,
KOMTO ca Noayunnu npoabkutenHa KA u umaTt ouaksaHa npe-
XuesiemocT >1 roavHa. [laHHMTe ca HeloCTaTbuHy, 3a Aa 6baat
AafleHy NPenopbKy 3a MbpBUYHA NPOdUIAKTMKA.

7.5. PecTpukTnBHa Kapanomuonartusa

PeCTpIIIKTIIIBHa KapaunomuonaTtma

b

Mpenopbku Knac® | Hueo UsTr

ICD ce npenopbyBa Npv NauneHTn
C pecTpuKTVBHa KapamomuonaTtuna
n npopgbnxutenHa KA, npuum-
HABalla XeMOAWHaMWYHa HecTa-
OGUNHOCT, MPU KOWTO OYaKBaHaTa
NPOABMKUTENHOCT Ha KMBOTa €
>1 roauHa ¢ Ao6bp GyHKUMOHaNEH
CTaTycC 3a HamanABaHe Ha p1cKa oT
BCC.

408-412

?Knac Ha npenopbKuTe.

"HuBO Ha fOKa3aTeNCTBEHOCT.

U3TOUHMK(LM), NoAKpPenALLY (1) NpenopbKuTe.

ICD = nmnnaHTUpyem Kapgmoseptep aedpubpunatop; BCC = BHe3anHa
cbpAeyHa cMbpT; KA = KamepHa aputMua.

TepMUHBT PECTPUKTMBHA 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 AebennHa Ha KamepHaTa
CTeHa. PecTpMKTMBHATa KapAMOMMONATHA € HAal-PALKO CpeLla-
HaTa OT BCMYKM KapAMOMMOMATMN U Ce MPUYMHABA OT pesunua
reHeTUYHN 1 NpugobuTn 3abonssanuA.4'? B 3anagHute obue-
CTBa Hali-yecTata MpUYMHa MpY Bb3PACTHU € aMMIoMA03aTa,
cneABaHa OT MyTauMW B FeHKTE Ha CApKOMEPHUTE NPOTENHN U
MeTaboNUTHU HapyLweHus.*!

MauveHTUTe C PecTprKTMBHA KapAMOMMUOMATWSA TUMUYHO
“MaT MpU3HaLM 1 CUMNTOMY Ha ABYKamepHa CH, a grarHosarta
Ce MocTaBA Bb3 OCHOBA Ha XapaKTepHWTE MPU3HAUM MNpU He-
MHBa3MBHa 06pa3Ha AMArHOCTUKA U CbpheyYHa KateTepusauus.
PecTpuUKTVBHaTa KapAnommonaTua e CBbp3aHa C flolla AbAro-
CpouHa nporHos3a. MpexuneaemMocTTa Npw geua Ha 1,2 n 5 rogu-
HW e CbOTBETHO 82, 80 1 68%;*7-420 cbOTBETHMTE CTONHOCTYN Ha
npexmnBaemocT 6e3 TpaHcniaHTauma ca 48, 34 n 22%. laHHuTe
NPy Bb3pacTHU Ca OCKbAHW, HO AOKNaaBaHaTa 5-roguiuHa npe-
XKMBAEMOCT e cxofHa. Puckosu dakTopm 3a 061a CMBbPTHOCT Ca
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dyHKumoHanHmAT knac no NYHA, pasmepute Ha nAaBOTO npea-
Cbpane y MbXKUAT Non.*"7-420 PuckbT OT BHE3aMHa CMbPT Npu
Jela e BepOATHO No-ronsam, ocobeHo npu Te3m ¢ EKI paHHm 3a
MUOKapAHa ncxemus.

JleyeHVeTo Ha pecTpUKTUBHaTa Kapamomuonatua e npe-
AMMHO nanuaTreHo. CumntomuTe Ha CH ce nekyBart ¢ guypeTtu-
LM U KOHTPOJ Ha CbpAeyYHaTa YecToTa Ao onTuMmsnpaHe Ha JIK
Mb/iHeHe. AHTMKOoarynauma ce npunara npy BCUYKM NaLnMeHTm C
MM. JlunceaT NpocneKkTUBHU JaHHW OTHOCHO MMMNNaHTaLuATa Ha
ICDs npu pecTpMKTMBHa KapAMoMMonaTuhsA, Taka Yye npu naym-
eHTWN CbC CUMNTOMHa NpoabmkmTenHa KA nokasaHuATa 3a ICD
TpAbBa Aa ca CcblynTe, KakTo NpU ApYyrM 601eCcTn Ha CbphAeYHMA
MYCKyn, KaTo ce B3emMa NpeaBUA KpaTKOCPOYHaTa MPOrHo3a,
cBbp3aHa cbe CH. MbpBrYHaTa NpodunakTmka TpsAdBa fa ce on-
pepena oT nofnexatiata eTMoNIorMA U HaNMUYNeTo Ha yTBbpae-
HY pyckosm dpakTopu 3a BCC.

7.6. [pyrn kapguomuonatuun

7.6.1. JleBOKamepHa HEKOMNAKTHOCT
HeKoMNaKTHOCT ce Hapuya HaNMYMeTo Ha U3pa3eHa KamepHa
Tpabekynapu3auma u Abnboku nHTep-TpabekynapHu peuecy-
cu B nABaTa U/WnNun AscHaTa Kamepa, KOUTO Ca YeCTo CBbp3aHu
C TbHbK KOMMNAKTEH ennkapaeH MuokapaeH cnoi.*?? Mpwu Ha-
KOM MaLMNEHTMN HEKOMMAKTHOCTTA e CBbp3aHa C KamepHa guna-
Tauma n cuctonHa ancoyHKuma. JIK HEKOMNaKTHOCT ce cpelya
B CbyeTaHue C BPOAEHU CbpAeYHM 3abonAaBaHMA 1 B M30Mpa-
Ha ¢opma. bonectta e pamunHa npm 18-50% OT Bb3paCTHUTE
c nsonupaHa JIKk HeKOMNAKTHOCT, NPeLMMHO C aBTO30MHO-A0-
MUWHaHTHO YHacneanaBaHe. CbobLiaBa ce 3a MHOXeCTBO MyTa-
LUUKN B TeHUTe, KoAUPALLM CApKOMEPHU MPOTEUHUN, MPOTEUHU
yyacTBawy B metabonvM3ma Ha Kanuus, n Apyru cBbp3aHu C
Kapviomuonatuu reHu, kato LMNA, LDB3 un Taffazin.*?3

MHoro naumeHTn ¢ JIK HEKOMMNAKTHOCT Ca Hamb/lHO 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 nepcuctupawgo MM, 6egpeHnaT 610K
W npuipyaBaliata HeBpPOMYycKynHa 6onect ce cbobuiaBaTt
KaTo NpeauKTopM 3a MOBUILEHA CMbPTHOCT, HO AaHHMTe 3a
JIK HeKOMNAKTHOCT KaTo noKasaHue camo no cebe cum 3a ICD
ca ocKkbAHM.*?2742> Hyxxpata ot ICD TpA6Ba Aa ce pbKoBoAmW OT
TexecTTa Ha JIK cucTonHa AMCPyHKLMA 1 HaNMYMeTo Ha Npo-
avkmuTenHa KA npu npunaraHe Ha CbluTe KpUTEPUN, KaKTo
npuv OKMM (BvxTe pasgen 7.1).

7.6.2. Kappnomuonatusa Ha Chagas

Kapanomuonatua Ha Chagas

Mpenopbku Knac® | Huso® UsT

ICD TpsbBa ga ce obcbau npwu
nauueHTn C Kapauomuonatus Ha
Chagas n JIKOW <40%, npn Kouto
ouyaKBaHaTa NPOAB/IKUTENIHOCT Ha
XnBoOTa e >1 roguHa ¢ Bo6bP GyHK-
LIVOHaNeH cTaTyc.

lla 426-430

°Knac Ha npenopbKuTe.

®HuBO Ha fOKa3aTeNCTBEHOCT.

U3TOUHMK(LWM), NOAKPeNALL(M) NpenopbKUTe.

ICD = umnnaHTupyem Kapguoseptep fedunodpunatop; IKOU = neBoka-
MepHa u3TnackBalla Gppakumsa.

Bonectta Ha Chagas e 3abonsaBaHe Ha MMOKapAa, NPUYNHEHO
oT napasuta Trypanosoma cruzi. 3uncnaABa ce, ye NoHacTosA-
Lem B Lienna CBAT ca 3apa3eHun 8-10 mmanoHa gywn, a 20-40%
pa3BMBaT XPOHUYHA MUOKapAHa OGONecT, NMOHAKOra AeceTKun
roAvHW cnep HavanHata vHbekuma. NPoOBOAHN HapyLlleHus,
BKNtounTenHo 166 n nsB npegeH xeMnb0K, ca YecTo Hali-paH-
HUTe NPOABU, CieiBaHN OT CErMEHTHU HapyLeHWA B KUHETHU-
KaTa Ha JIK cTteHa, komnnekcHa KA, cmHycoBa AUCOYHKLUMA 1
no-n3paseHy NPOBOAHN HapyLLEHUA. B No-KbCcHUTE CTagmm Ha
6onecTTa HacTbnBa nNporpecuBHa JIK gunatauma n CMCTONHa
ancdyHKumn,*26-430

CvobulaBaHaTa rofuiiHa CMbPTHOCT NPW NaynMeHTn ¢ 6o-
nect Ha Chagas Bapupa ot 0.2 o 19.2%, KoeTo oTpa3fABa 0Co-
6eHOoCTUTE Ha pa3NMyYHMTE NPOoyYBaHM nonynauun. Han-nocto-
AHHUTE HE3aBMCMMU NPeanKTopn 3a cMbpT ca JIK gncdyHkums,
odyHkumoHaneH knac no NYHA n NSVT. PucksTt npu Komb6mHa-
uma ot NSVT un JIK gucoyHkuma moxe fa 6bae 15-KpaTeH.

MMaBHO 6narogapeHne Ha npoyuBaHeTo Ha Gali et al.,*3° uz-
cnepBauo edpekTa ot ICDs npu naumeHTn ¢ 6onect Ha Chagas,
6s1xa NoNyYeHN AaHHW, Ye Hali-rofiAmMa nosisa MMat naumeHTu ¢
JNIKOW <40%, Bbnpekm Ye noseyeTo naumeHTn ¢ ICD ca nonyun-
NI MOTMBUPAHW Tepanmm He3aBNCMMO OT TAxXHaTa JIK cuctonHa
byHKUMA.

8. HacneacrBeHu NbpBUYHO
APUTMUYHN CUHAPOMU

8.1. Cunppom Ha abnrua QT-nHrepsan

8.1.1. JedunHnumnn v enugemuonorns

AwvarHo3sa Ha cuHapoMma Ha Aabarua QT-uHtepBan (npu
Annca Ha BTOPNYHU NPUYNHU 3a yAbKaBaHe Ha QT)

Mpenopbku Knac® | HusoP /EY

[OwnarHo3a LQTS ce nocTass npu Tazmn

- QTc 2480 mc B NOBTOPHN 12-Ka- eKc-
HanHw EKT nnn neprtHa

- LQTS puckos ckop >3.43 rpyna

OwnarHo3a LQTS ce nocrtaBsa npwu Tazn

Hannume Ha NOTBbPAEHa NaToreH- eKc-

Ha LQTS-myTaumsa, He3aBMCcMMo ot nepTHa

AbnXuHata Ha QT-vHTepBana. rpyna

EKIN gnarHosa LQTS Tpsbea ga ce

nMa npefsua npu Hanmume Ha QTc

2460 MC B MOBTOPHW 12-KaHanHu Tasw

eKc-

EKF npu nauveHTn ¢ HeobacHUMYK lla nepTHa

CMHKOMAanHN enusoam npv nunca rpyna

Ha BTOPUYHW NPUYMHN 3@ YAbIIXKa-

BaHe Ha QT nHTepBana.

?Knac Ha npenopbKuTe.

"HuBO Ha fOKa3aTeNCcTBEHOCT.

U3TOUHMK(LM), NOAKpPeNnALL (M) NPenopbKUTe.

EKI =enekTpokapaunorpama; LQTS = cuHApoMm Ha abnrua QT-nHTep-
Ban; QTc = kopurupan QT nHtepsan.

HawaTta paboTHa rpyna npoMeHu AnarHOCTUYHUTE KpUTEPUU 3a
LQTS npennoxeHn B KOHCEHCYcHUA foKyMeHT Ha EHRA/Heart
Rhythm Society.* Mo-cneunanHo, cbliecTBYBaLIE YCELIAHETO,
ye rpaHuuyata ot QTc >500 mc, NpeanoXxeHa 3a NOCTaBAHE Ha
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amnarHosata LQTS npw 6e3cMmnToMHM naumeHTy 6e3 dpammnHa

aHamHe3a 3a Ta3un 6onecT, e TBbpAe KOHCEPBATVBHA U UAEHTNY-

Ha Ha AbmknHaTta Ha QT-uHTepBana cBbp3aHa C BUCOK PUCK OT

pUTbMHY cb6uTua npu SCD."¥” CboTBETHO, HME M3MON3BaxMe
Kopurupan QT (QTc) 2480 mc unm Toukos c6op >34 3a nocTass-
He Ha Ta3u KJIMHWYHa AnarHosa. Mpu Hannure obaye Ha HeobAC-
HUM cnHKkon QTc 2460 MC e fOCTaTbUYeH KPUTEPUI 3a NOCTaBAHE
Ha AnarHosara.
LQTS ce xapakTtepusupa c yabxeH QT-uHrepsan n KA npo-
BOKMPaH/N NpeAuMHO OT afipeHeprnyHa aktmBauma. CpegHaTta
Bb3pacT Ha n3nAga e 14 roguHun. foguwHata yectota Ha BCC npwm
naumeHTu ¢ HenekysaH LQTS ce geuxu mexay 0.33%7 n 0.9%,432
JIOKaTO Ta3m NP1 CMHKONM Ce N3UNCABa Ha ~5%.432
MyTauun B 13 reHa ce cebp3sat ¢ LQTS, noseyeTo ot KOMTO
KoampaT cy6earHULM Ha KanueBuTe, HaTPUEBUTE 1 KanLueBu-
Te BOITAXKHO-3aBUCMMMN NOHHW KaHanW. [eHeTUYHUAT CKPUHWHT
ngeHTndrumnpa 60n1eCcToTBOpHa MyTauumsa B 75% OT cnyyauTte Ha
LQTS, a ocHoBHuTe reHn (KCNQ1, KCNH2 n SCN5A) otroBapAT 3a
90% reHOTUMHO MO3UTUBHUTE ClTyYau.>?
MopsuposeTte LQTS morat ga 6bAaat rpynvpaHu B cnefHute
TpW KaTeropum:
+  ABTO30MHO-fOMUHaHTeH LQTS (cmHgpom Ha Romano-
Ward; vectota 1 Ha 2500), konto BknouBa LQT1-6 un
LQT9-13 n ce xapakTepusnpa c N30AMpaHO yabnxKaBaHe
Ha QT-uHTepBana;
« ABTO30MHO-fOMUHaHTeH LQTS ¢ nsBbH-CbpAeYHn npos-
BU, BKNIOYNTENTHO
- LQT7 (cuHpgpom Ha Andersen-Tawil), KonTto BKnouBa
abvnbr QT-nHTepBan ¢ npomuHnpawa U-BbnHa, nonu-
MopdHa unu geynocouyHa KT, nuues gucmopdumsbm 1
Xunep-/XunokanmemMmyHa nepmogunyHa npapanunsa3 n

- LQT8 (cuHapom Ha Timothy), xapakTepusupau ce ¢
yabnxeH QT-uHTepBas, CUHAAKTUNUA, CbPAEYHN Man-
dopmaunn, pascTporcTBO OT CMeKTbpa Ha ayTvM3ma u
nNposABu Ha AUCMOpdU3bM;

+ ABTO30MHO-peuecuBeH LQTS (cmHgpom Ha Jervell n
Lange-Nielsen), KONToO KOMBMHKPa EKCTPEMHO YABJIXKEH
QT-nHTepBan c BpofeHa rnyxoTa.

8.1.2.MoaxoAa KbM cTpaTndMKaLMATa HA pUCKa
1 TepaneBTUYHOTO NoBepeHNe

Crpatndukauma Ha pucka u NOAXOA NpU CUHAPOM Ha
abnrna QT-uHtepBan

Mpenopbku Knac® | HueoP UsT

CnegHnTe NPOMEHM B HauMHa Ha
XKWUBOT Ce MpenopbyBaT Npu BCUY-
KW nauyuneHTun ¢ gmnarHosa LQTS:

(a) 36ArBaHe Ha nekapcTBa, yabIl-
xaBawy QT-uHtepsan (http:/
www.crediblemeds.org).

(b)KopuirnpaHe Ha enekTPONUTHU-
Te OTKIOHEHUA (XMNOoKanuemus,
XVNoMarHesamemus, Xunokanuu-
€MMs), KOUTO MOraT ia HAaCTbNAT
npv Avapus, NoBpbluaHe uamn
METabONUTHY CbCTOAHUA.

(c) 36sAreaHe Ha reHoTMMHO-cne-
undnuHM dakTopn, NPOBOKU-
pawy aputMun (M3TOWMTENHO
nnysaHe, ocobeHo npu LQTS1,
n3araHe Ha CUeH Wym npu na-
umeHTn ¢ LQTS2).
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Beta-6nokepn ce npenopbyBaT
NPY NaUMeHTN C KIIMHUYHA ANarHo-
3a LQTS.

MocTaBaAHe Ha ICD c ynotpeba Ha
6eTa-610Kkepm ce NpenopbyYBa Npu
nauyuenTn ¢ 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.

MocTaBaAHe Ha ICD B gonbnHeHne
KbM beTa-6nokepute Tpabea fa
ce obcban npu nauveHTn ¢ LQTS,
KOUTO Ca MManu cuHkon m/wunu KT
Ha ¢poHa Ha jocTaTbyHa fo3a 6eTa-
6nokepu.

JleBOCTpaHHa CbpAeyHa cumna-
TUKOBA fleHepBauua TpAbea aa ce
MMa npeasua Npv nauueHT CbC
cumnTomeH LQTS, korato
(a) beTa-6nokepuTe He ca epeKkTnB-
HW WA He ce MOHACAT, UK ca
NPOTKBOMNOKa3aHu;
(b)TepanusaTa c ICD e npoTrBONOKa-
3aHa UK OTKa3aHa OT NauneHTa;
(c)MaumeHTn Ha GeTa-6nokepu
nntoc ICD nonyyaBaT MHOXeCTBO
LLIOKOBe.

lla 440

Bnokepu Ha HaTpueBUTe KaHanu
(MekcuneTuH, GnekamHua unu pa-
HOJa3VH) MOXKe [a Ce MaT npeasmng
KaTo AOMbJHWTENHa Tepanus 3a
cKbcaABaHe Ha QT-vHTepBana npwu
nayuneHTn ¢ LQTS3 n QTc >500 mc.

1lb 441-443

MocTtaBaHe Ha ICD moxe ga ce uma
npenBna B AONbJIHEHNE KbM beTa-
6rnokepHa Tepanus npu 6escumn-
TOMHV HOCUTENWN Ha NaTOreHHa My-
Tauma B KCNH2 nnum SCN5A, Korato
QTc e >500 mc.

11b 67

MHBasueHo EOU c PVS He ce npe-
nopbuyBa 3a cTpatudukauma Ha 17
pucka ot BCC.

?Knac Ha npenopbkuTe.

"HuBO Ha fOKa3aTeNCcTBEHOCT.

U3TOUHMK (LK), NOAKPeNnALLY(M) NpenopbKUTe.

EOU = enektpodursnonornyHo nscneasate; ICD = umnnaHTupyem Kap-
nvosepTep aepubpunatop; LQTS = cuHAPOM Ha Abnrua QT-uHTepBsan;
LQTST = cungpom Ha abnrua QT-uHtepsan Tun 1; LQTS2 = cMHApPOM Ha
abnrua QT-nHtepsan Tmn 2; LQTS3 = cungpom Ha gbnrua QT-nHTepsan
TMn 3; PVS = nporpammnpaHa kamepHa ctumynaums; QTc = kopurmpaH
QT-untepsan; KT = kamepHa Taxukapaus; BCC = BHe3anHa cbpheyHa
CMBPT.

3a cTpatnduKauus Ha vHAMBUAYanHUA puUcK Tpabea aa ce
B3emaT MpeaBuf KAUHUYHY, enekTpokapanorpadbckm v re-
HeTMuHM napameTpun.’’ lNpexuBenute cbpheyeH apecTt ca
C BNCOK PUCK OT PeunamBupaHe, JOPY U KOraTo nosiyyasat
6eTa-6nokepu (14% B pamkuTe Ha 5-roAvHN Ha PpoHa Ha Te-
panuATa): Te3n AaHHM noaKpenaATt ynotpebata Ha ICDs npwu
naymeHTn npexunsenu cbphedeH apect.®3® MosBaTta Ha CUH-
KOMasnHy NposiB/ € CBbp3aHa C MOBMWEH PUCK OT CbpheyeH
apect.®3%44 Xenn ¢ LQTS ca c noBMwWeEH PUCK 3a nepuog oT 9
Meceua cnep paxgaHe (ocobeHo xeHuTe ¢ LQT2 reHoTtun).*4
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Mpwn naumenTn ¢ LQT1 1 LQT2 nokanmsaumnaAta n TMna Ha my-
TauuATa moraT ga 6bAaT CBbP3aHU C Pas3fIuHU PUCKoBE OT
CbpAeYHN cbbUTUA. Teanm gaHHM obave ce HYKAasaT OT AOMNbJI-
HUTENIHO NPOoYyYBaHe, Npeaun fa 6bAAT NPUIOXKEHN B KIIMHNY-
HaTa npakTuka.'"* be3acUMNTOMHMUTE HOCUTENM Ha MaTOreHHM
MyTauuy MmaT CKPOMEH PUCK OT CbPAEUYHU CHOUTMA M3UUC-
nasaHu Ha ~10% mexpay paxaaHeTo un 40-roanwHa Bb3pacT;
B Ta3u rpyna nauyveHTy Tpabsa aa ce nma npeasup ynotpeba
Ha 6eTa-6nokepn.446

Mpo¢unaktnuHa Tepanua c ICD TpsbBa aa ce 06CbKAa Ha
WHAMBUAYANIHA OCHOBA NpPW BUCOKOPUCKOBWN MaLMeHTN, KaTo
Hanpumep xeHn ¢ LQT2 n QTc >500 mc, naumneHTn ¢ QTc >500
MC 1 MPU3HaUW Ha eNeKkTpuyecka HeCTabuNHOCT U NnauneHTn
C BUCOKO-PUCKOB reHeTnyeH npodun (Hocutenm Ha aBe my-
Tauum BKAYBaWKM cnHapom Ha Jervell n Lange-Nielsen nnu
cnHapom Ha Timothy). Jlnunceat gaHHM B nogkpena Ha Npo-
FHOCTUYHATA CTOMHOCT Ha UHBa3nBHOTO EOWU c PVS npu na-
uneHTm ¢ LQTS.M

8.2. CuHapom Ha Kbcna QT-nHTepBan

8.2.1. lepuHnunn n enngemnonorns

AvarHo3sa Ha cuHApoMa Ha Kbcna QT-uHTepBan

Mpenopbku Knac® | HusoP /ES
[wnarHosa SQTS ce nocTaBa Npu Ha- Ta3zun
nnymre Ha QTc <340 mc. eKc-
nepTtHa
rpyna
SQTS Tpsab6bBa fa ce Ma npensug,
npy Hanuune Ha QTc <360 mc n
efVH WA noBeye OT ChepHuTe
npusHaum: Tasn
(a)MoTBbpPAEHA NaToNOrM4Ha My- oK
Tayma lla
(b)®amnnHa aHamHe3a 3a SQTS nepTHa
rpyna
(c) DammnHa aHamHe3a 3a BHe3arnHa
CMDBPT Ha Bb3pacT <40 roanHn
(d)MpexmBsaH enusop Ha KT/KM B
OTCBHCTBYME Ha CbpAeyHa bonecT.

2Knac Ha npenopbKuTe.

®H1BO Ha fOKa3aTeNCTBEHOCT.

U3TOUHMK(LK), NoAKpPeNALL(M) NpenopbKuTe.

QTc = kopurupaH QT-uHTepsan; SQTS = cMHAPOM Ha Kbcna QT-nHTep-
Ban; KM = kamepHo mbxaeHe; KT = KamepHa Taxmkapans.

SQTS ce xapakTepu3mpa C HamaneHa NPOABIKUTENHOCT
Ha cbppAeyHaTa penonapusaumsa, KOATO npepcTaBnsaBa cyb6-
CTpaT 3a pa3BMTUE Ha KMBOTO-3acTpaluaBalyy aputmun. MNet
reHa ca cebp3aHu ¢ SQTS (KCNH2, KCNQI, KCNJ2, CACNATIC un
CACNB2b), HO NpOW3BOAMTENHOCTTa Ha FeHETUYHUA CKPU-
HWHT ocTaBa Hucka (06wo ~20%)."°

BonecTTa usrnexpa cMNHO CMBbPTOHOCHA BbB BCUYKN Bb3-
pacToBY rpynu, BKIIOYMTENHO Npu Aela npes3 nbpBuUTe mece-
LK OT XMBOTa MM, BEPOATHOCTTa 3a NbPBU CbpAeYeH apecT
[0 HaBbpLiBaHe Ha 40 roanHu e >40%."%447 Mpeasua Mankua
pa3mep Ha gocera AoKnafBaHuTe nonynauuu, BUCOKMAT fe-
TanuTeT Moxe 61 OTYaCTM OTpa3fABa CENEeKTUBHOCT B CbOO-
WaBaHeTo, CBbpP3aHa C HeAOCTaTbYHO AMArHoOCTULUMpPaHe Ha
SQTS npun 6e3CMMATOMHN NALNEHTN.

8.2.2.MopxoA KbM pucKoBaTa cTpatuduKauuma
1 TepaneBTUYHOTO NoBeAeHNe

Crpatndukayma Ha pucka u nogxoa Npu CMHAPOMa Ha
KbcuAa QT-uHtepBan

b

MNMpenopbKu Knac® | Huso UsT

MocTtaBaHe Ha ICD ce npenopbuBa

npu nauveHTn C guarHosa SQTS,

KoWTO ca

(a) MpexnBenu npekbcHaT cbpae- 119, 447
YeH apecT n/vnu

(b)iMaT fOKYMEHTMPaHa CMOHTaH-
Ha npoabxutTenHa KT.

XVUHVAVH 1Ny cOTanon Mmoxe fa ce
B3emat npeasug npuv naymeHTn ¢
anarHosa SQTS, kouTo ca KaHauAaa-
T 3a ICD, HO MMaT NPOTUBOMOKa-
3aHue 3a ICD munn oTkaseat nocra-
BAHe Ha ICD.

llb 118,448

XVHUAVH UK coTanon moxe ja ce
B3eMaT npefsug npu 6e3cumMnTom-
HM NauneHTn ¢ amarHosa SQTS un
dammnHa aHamHe3a 3a BCC.

Ilb 118,448

MuBasusHo EOW c PVS He ce npe-
nopbyBa 3a cTpaTMduMKauusa Ha 118, 119
pucka ot BCC.

2Knac Ha npenopbKuTe.

"HnBO Ha JOKa3aTeNCTBEHOCT.

U3TOUHKK(UK), NnoaKpenAL(M) NnpenopbKuTe.

EOU = enektpodusmonornyHo nscnepsare; ICD = umnnaHtupyem
KapavosepTep aednbpunatop; PVS = nporpamrpaHa kamepHa cTumy-
naums; BCC = BHe3anHa cbpaeyHa cMbpT; SQTS = cMHAPOM Ha KbCus
QT-uHTepBan.

MNaumenTn ¢ SQTS, npexnsenn npeawecTsaly CbpaeyeH apecT,
TpAa6sa aa nonyuyat ICD 3a BTopryHa NpeBeHLA, Thbil KaTo 4ecTo-
TaTa Ha peuuarBMpaHe Ha cbpaeyeH apecT e 10% Ha roguHa.'™®

OnTuManHaTa cTpaTerns 3a MbpBMYHA NPEBEHLMA Ha Cbp-
fdeyeH apect npu SQTS e HeAcHa, NpeABWA N1NcaTa Ha He3aBu-
CUMU PUCKOBU $aKToOPU 3a CbpeYeH apecT, BKIIOUYNTENTHO CUH-
kon.""® JIunceaTt faHHM 1 33 KONMYECTBEHA OLIEHKa Ha prcKa oT
apUTMUA MO BPeME Ha CbCTe3aTesiHa pr3myecka akTMBHOCT Npu
naumeHTn ¢ SQTS.

ICD moxe pa ce 06CbAn Ha UHAMBMAYaTHA OCHOBA NpPW Na-
umeHTm c SQTS, ybeautenHa pammnHa aHamHesa 3a BCC v gaHHM
3a ckbceH QTc NoHe Npu YacT OT NOCTPaAANNTe, HO HAMA JOCTa-
TbYHO [laHHMK, 33 Ce U3rOTBAT 061 O0BaNNAHN NpenopbKu.'*

Jooknagn BbpXy Mankyu KOXOPTW OT NaumMeHTU MOACKa3Bart,
ye TepanuATa C XMHUAMH Moxe Aa yabmxkm QTc nHTepBana u
eBeHTYyasHO Aa Hamanu enusoanTe Ha aputmuA. MaumeHTn Ha
XMHUAVH TpAbBa Aa 6bAaT CTPOro MOHUTOPUPAHY 3a YAbIXa-
BaHe Ha QT-MHTepBana W eBeHTYanHW NPOAPUTMUYHU CHOK-
T1A.""8448 Ynotpeba Ha XMHUAMH MOXe [1a ce UMa npeasus npu
NnpeXmnBenn CbpAeyeH apect, KoUTo ca KaHauaaTy 3a ICD, Ho
MmaT npoTuBonoKasaHma 3a ICD unu oTka3BaT NOCTaBAHETO
My.'18448 1o TO3M MOMEHT HAMA LaHHV MOAKPENALYM POSIATa Ha
PVS 3a npepckasBaHe Ha apuTMum.
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8.3. CuHapom Ha Brugada

8.3.1. JedpuHnuyunn n enngemuonorus

[narHosa Ha cmuHApoma Ha Brugada

Mpenopbkn Knac® | HueoP ks

[narHosa cuHapom Ha Brugada ce
NoCTaBA NPU NauyeHTy C efieBaLua
Ha ST-cermeHTa =2 Mm ¢ mopdosno-
rvma ot T!n 1 B €4HO MM noseye ot
[leCH/Te nNpeKopAnanHn oTBeXAaa-
HuA V1 n/munu V2, no3nunonnpaHmn Tazn
BbB BTOPO, TPETO UNN YETBbPTO eKc-
Mexpypebpuie, HacTbrnBawa um nepTHa
CMOHTaHHO, NN cnef NPoBOKaTH- rpyna
BEH NleKapCTBEH TeCT C UHTpaBe-
HO3HO MpPUIOXeHVEe Ha 6rnokepu
Ha HaTpueBMTe KaHanu (Kato au-
ManuH, nekanHng, npokavHamug
VIV NAIICUKaUHUA).

2Knac Ha npenopbKuTe.
®HMBO Ha fJOKA3aTeNCTBEHOCT.
U3TOUHMK(LK), NoAKpPeENALL(M) NpenopbKUTe.

MNpeobnagaBaHeTo Ha cMHApOMa Ha Brugada nsrnexpga no-su-
coko B lOromstouyHa A3us, OTKONKOTO B 3anafHuTe CTpaHu; TO
Bapupa ot 1 Ha 1000 go 1 Ha 10 000 gywn.*4°

CrHapoMbT Ha Brugada ce yHacnefsBa no JOMUHAHTEH Ha-
UVH 1 NOKa3Ba Bb3PacTOBO M NONTOBO 3aBMNCMMa NEHETPAHTHOCT:
KIMHWYHUTE NPOsABK Ha 6bonecTTa ca Mo-4ecTu Npu Bb3PacTHU
1 OCEM MbTU NO-YECTU NPU MbXKe, OTKONKOTO Npu »KeHn.*0 KM
HacTbMBa Ha cpefHa Bb3pacT 41115 roanHu, HO MOXe fa ce nNpo-
AIBU BbB BCAKA Bb3PacT, 0OMKHOBEHO B MOKOW UK MO BPeMe Ha
CcbH. 42T OebpunuTteT, NPeKoMepeH NPUeM Ha asikoxos 1 06UITHO
XpaHeHe ca NyCKOBU MeXaHM3M1 3a AemackmpaHe Ha EKI mop-
¢donorus ot T1n | 1 Nnpegpasnonarat Kbm KM.

B ckopoweH MmeTa-aHanM3 yecToTaTa Ha apPUTMUYHU-
Te ¢cbouTna (NpoabmxkutenHa KT nam KM, nam motmeBupaHo
BK/touBaHe Ha ICD, unu BHe3anHa CMbPT) NpU NaLUeHTUN CbC
cmHapoMm Ha Brugada e 6una 13.5% roguwHo npu nauneHTu ¢
aHaMHe3a 3a BHe3amneH cbpgeyeH apecT, 3.2% roguwHo npwu
nauueHTN cbC cMHKoN 1 1% roguiiHo npyu 6€3cMMNTOMHM Na-
uneHTn.*>2

Han-manko 12 reHa ce cBbp3BaT CbC cMHApPOMa Ha Brugada,
HO camo aBa (SCN5A n CACNTAc) ca oTAenHO OTrOBOPHM 3a
>5% nauneHTUTe C MO3UTMBHO TEHHO TunusupaHe.>? Pesyn-
TaTUTe OT reHeTUYHUA CKPUHVHT MOHACTOSALEM He NPOMEHAT
NporHo3arta unu neyeHneTo.

8.3.2.Mopxon KbMm cTpaTudUMKaLMATa Ha pucKa
N TepaneBTUYHOTO NnoBegeHne

EnVHCTBEHOTO NleyeHue cnocobHo Aa Hamanu pucka ot BCC
npu cuHapom Ha Brugada e ICD, nopaau KoeTo ycTponcTBo-
TO e NoKa3aHo Nnpu naumeHTn c gokymeHTupada KT nan KM u
npuv NaunmeHTn cbC cnoHTaHHa EKI Tmn 1 n aHamHe3a 3a cuH-
kon."*#5! MporHocTnyHaTta cToHOCT Ha PVS e o6eKT Ha crno-
poOBe 1 NOBeYETO KIVUHUYHW MPOYyYBaHMA He ca MOTBbPAUIN
HUTO NO3UTMBHA, HATO HeraTMBHa NpeAcKa3Balla CTOMHOCT 3a
HacTbrBaHe Ha CbpAeYHM CbOMTMA NpU npociefssaxe.'44%6
XvHMANH e 61N NpenopbYaH KaTo NpeBaHTNBHA Tepanua Npu
naureHTn CbC CMHAPOM Ha Brugada, Bb3 OCHOBa Ha AaHHWU,
nokasBallyu, ye TOM HamanaBa UHAyuupyemocTTa Ha KM no

CrpaTuduKaumsa Ha pucka n NoAXoA NPy CUHAPOM
Ha Brugada

b

Mpenopbkn Knac® | Hueo /EY o

CnefjH/Te MPOMEHM B HauMHa Ha

XKMBOT Ce NpenopbYBaT Npu BCUY-

KW NaumMeHTn C AMarHo3a CMHApom

Ha Brugada:

(a) U3bArsaHe Ha nekapcTBa, KOUTO
MmoraT Aa npeausBuUKaT enesa- Tasmn
uma Ha ST-cermeHTa B AeCHUTe eKc-
NpeKkopAvanHy  oTBeXAaHWUA nepTHa
(http://www.brugadadrugs.org) rpyna

(b)/36ArBaHe Ha nNpekomepeH
NpuemM Ha ankoxon u O6WIHO
XpaHeHe

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

MmnnaHTupane Ha ICD ce npeno-

pbuBa Mpu NayMeHTn C fuarHosa

cMHApoM Ha Brugada, KouTo ca:

(a) MpexunBenn npekbcHaT cbpae- 451
YeH apecT u/unn

(b)VImaT fOKyMEHTUpaHa CNOHTaH-
Ha npoAbmkmTenHa KT.

MmnnaHtupare Ha ICD Tpsab6ea fa
ce uma npeasup nNpv naumeHTn
CbC CNOHTAHEH AnarHocTnyeH EKI
06pa3 Tvn | 1 aHamHe3a 3a CUHKoM.

lla 451

XVHMAUH  vAn  usonpoTepeHon
TpAbBa fAa ce wuMaT npeasusg
npyv MNauueHTn CbC CUHAPOM Ha Ila 453
Brugada 3a neyeHue Ha enekTpu-
yecka byps.

XWHWAMH  1an  “3onpoTepeHon
TpAbBa fAa ce uMa npeasuA nNpuw
nayueHTn, KOUTO Ca KaHAMAATM 3a
ICD, HO umaT npoTuBOMNoOKasaHue lla 454
vnu otkaseaT ICD v npu naymeHTH,
KOWUTO Ce HYyXJaAT OT JleyeHre 3a
HafKaMepHV apuTMUL.

MocTaBsiHe Ha ICD moxe aa ce uma
npeABvA NPu NayMeHTU C fuarHosa
cuHApoMm Ha Brugada, konTo passu- ].] 120
BaT KM no Bpeme Ha PVS c aBa unu
TPV eKCTPaCcTUMYa B f1BE TOUKU.

KateTbpHa abnauusa moxe ja ce
MMa npeaBug npu nauynmeHTn ¢
aHamHe3a 3a enekTpuyecku bypu b 201, 455
WA NOBTApPAWM Ce MOTUBUPAHU
ICD wokoBe.

2Knac Ha npenopbKuTe.

"HuBO Ha fOKa3aTeNCTBEHOCT.

U3TOUHKK(YK), NoaKpenAL (M) NpenopbKUTe.

EKI = enektpokapanorpama; ICD = umnnaHTMpyeM KapauoBepTep
nedubpunatop; PVS = nporpamupaHa kamepHa ctumynaums; KM = Ka-
MepHO MbXAaeHe; KT =kamepHa Taxukapana.

Bpeme Ha PVS; Hama obaye AaHHWU NOTBBPXKAABALUMN CMNOCOO-
HOCTTa My fa Hamanu pucka ot BCC. Hanocnenbk 6ewe npeg-
MoOJIOXKeHO, Ye enuKapHaTa KaTeTbpHa abnauna Bbpxy npeg-
HaTa cTeHa Ha RVOT moxe pa npepoTBpaty enekTpuyecka
O6ypA Npu NaUUEHTU C PEKYPEHTHU enn3oan, HO Te3n AaHHU
ce HYXX[asAT OT NOTBbPXKAEHNE, Npean aa 6baaT NpuIoXeHu
B 0611aTa KIMHNYHA NPaKTuKa.*>>
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8.4. KatexonamuHepruyHa nonnmop¢pHa
KamepHa Taxukapavsa

8.4.1. lepmHnunn n enngemunonorus

[unarHo3a Ha KaTexoJlamuHepruyHata nonumopdHa Ka-
MepHa Taxukapaus

Mpenopbkn Knac® | HusoP UsT

IOnarHosza CPVT ce noctaBa npu
Hannumne Ha CTPYKTYPHO HOpMasn-
HO Ccbpue, HopmanHa EKI, n npo-
BOKMPaHa OT yCUAnAa Uan emoumnn
[BYNOCOYHa unu nonumopoHa KT.

14,52,
457

[narHoza CPVT ce noctaBa npwu
nauneHTn, KOUTO Ca HOCUTENN Ha
naToreHHa(u) mytauma(n) B reHuTe
RyR2 nnun CASQ2.

14,52

°Knac Ha npenopbKuTe.

PHnBO Ha AOKa3aTeNCTBEHOCT.

U3TOUHMK(LWM), NOAKPeNALL(M) NpenopbKUTe.

CPVT = KatexonammHepruyHa nonumopdHa KT; EKT = enektpokapau-
orpama; KT = kamepHa Taxukapausa.

CPVT e pagko HacneAcTBEHO apUTMOreHHO HapyLUeHue, Xapak-
TepM3MpaLlo ce C afpeHepruyHo UHAyLuMpaHa ABYNOCOYHA U
nonumopodHa KT. MpeobnagasaHeTo Ha 6onecTTa ce u3uncnaga
Ha 1 Ha 10 000."

NueHnTndunumpann ca aea reHetuyHu Tna CPVT: gomMunHaH-
TEH BapuaHT, AbJ/XKall ce Ha MyTauuuW B reHa, Koaupaly cCbpaey-
HMA pnaHoamHoB peuentop (RyR2), n pagbK peuecnseH Bapu-
aHT MPUYMHEH OT MyTaLWA Ha CbpPAEYHNA KaJICeKBECTPUHOB reH
(CASQ2).>? NMpw NauMeHTN C KINHWYHW NPU3HaUW, Noao6bHN Ha
CPVT, ca ngeHtnduumpanm mytaumm B opyru reHu, kato KCNJ2,
Ank2, TRDN n CALM1. NMoHacTosALwemM obaye He e ACHO AaNn Te He
ca ¢peHokonmsa Ha CPVT.™

KnuHnyHute nposasn npu CPVT obukHOBEHO HacTbnBaT
npes nbpBaTa AeKafa Ha XUBOTa U ce NPOBOKMPAT OT du13u-
yecka akTMBHOCT UK emMmoLMoHaneH ctpec.**® inarHocTukata
e TpyAHa, 3awoTo naumeHTute ¢ CPVT nmat HopmanHa EKI n
exoKkapAuorpama, nopagu KoeTo C LieNl ycTaHOBsBaHe Ha au-
arHosarta ce npenopbuBa CTpec-TeCcT 3a NpeAu3BMKBaHE Ha
npegcbpaHy aputmmun n KA (gBynocoyHa mnu nonumopdHa
KT).™ NpepnaraHa e n ynotpeba Ha KaTexonamnuHoBa uHby-
3UA, HO YYBCTBUTENHOCTTA V1 HE e ACHO yCTaHoBeHa,'** no-
pagu KoeTo He e dopMmynMpaHa npenopbKa Mo To3u crneuu-
¢dunueH BbNpocC.

8.4.2.MopxoAa KbM cTpaTudUKaL A Ha pucka
N TepaneBTUYHOTO NoBeAeHne

HnarHocTrumpaHe B feTCKa Bb3pacT, nncarta Ha 6eTa-6nokep-
Ha Tepanus 1 NepcucTMpaHeTo Ha KOMMIEKCHUTE apuTM1K No
Bpeme Ha paboTeH cTpec-TecT Ha ¢OHa Ha NMbJiHa fo3a beTa-6n0-
Kepw ca He3aBUCUMU NPeaNKTOPM 32 PUTBMHUN CbbuTUA.*61

MoBeueTo pedepeHTHM LIEHTPOBE JIEKYBaT MaLUeHTHTe C
HaJoMo/, BbNPEKN Ye HAMA CPaBHUTENHM JaHHMW 3a Pa3fiNyHM
BMAoOBe 6eTa-6nokepu.

C'rpa'rm¢vma|.|vm Ha pucCKa n noaxoa nNnpuv Katexolamu-

HeprmnyHa nonmmopd)ua KaMepHa TaXnukapauna

Mpenopbknu

CnefHWTe MPOMEHM B HauMHa Ha
KMBOT Ce NpenopbyBaT NPu BCUY-
K/ nauymeHtTn ¢ amarHosa CPVT:
n36ArBaHe Ha CbCTe3aTeNHN Cnop-
TOBE, U3TOLUTENTHUN YMPaXKHEHWA 1
CTpecoBa OKOJNIHa cpefa.

Beta-6nokepn ce npenopbuBaT
NPV BCUYKM NaLMEHTH C KNUHUYHA
avarHosa CPVT, nocTtaBeHa Ha 6a-
3aTa Ha AOKYMEHTUPaHW CMOHTaH-
HU UK cTpec-uHayumpanm KA.

MmnnaHTtupaHe Ha ICD B pgonbn-
HeHue Ha 6eTa-6nokepu ¢ unun 6e3
dnekavHug ce npenopbuBa npu
nauyneHTn c guarHosa CPVT, kouto
nonyyasaT CbpfieyeH apecT, peKy-
PEHTEH CMHKON nnn nonnmopdHa/
asynocoyHa KT, Bbnpekun ontu-
MaJiHaTa Tepanus.

Tepanus ¢ 6eTa-6nokepu TpsibBa Aa
ce ma NpeaByA NPV reHeTUYHO Mo-
3UTVMBHM uneHoBe Ha dbamunuaTa,
[IOpW 1 Cnef HeraTBeH CTpec-TecT.

OnekavHup Tpabea pa ce uma
npeasug B AOMbJiHEHWE KbM 6e-
Ta-610Kepy Npu NauueHTn ¢ Au-
arHosa CPVT, kouto nony4yaBat
peumnamBupaLy CUHKON Wnu rnonuv-
Mop¢Ha/aBynocouHa KT Ha doHa
Ha 6eTa-61oKkepu, Korato UmMa pu-
ckoBe/npoTuBonokasaHuna 3a ICD
nnu ICD He e BOCTbNEH UK € OTKa-
3aH OT MayueHTa.

OnekavHup Tpabea pa ce vMma
npeasug B AOMb/iHEHWE KbM be-
Ta-60Kepy Npu NauuveHTn ¢ au-
arHo3za CPVT u Hocutenu Ha ICD
3a HamansABaHe Ha MOTUBMpPaHUTE
ICD-wokoBe.

JleBoCcTpaHHa CbpaeyHa crmnaTu-
KycoBa [eHepBauua Moxe fAa ce
06CbAN NPV NaLMEHTU C AnarHosa
CPVT, konTO nonyyasaTt peLngnsu-
paLy cMHKon unm nonumopdHa/agy-
nocoyHa KT/HAKONKO MOTMBMpPaHUN
ICD-wokoBe Ha ¢oHa Ha nprem Ha
6eTa-6nokepn unn 6eta-6rokepun
nnoc GnekaviHuA 1 Npu nayneHTH,
KOWTO He MOHACAT UM MMaT NPOTH-
BOMOKa3aHuA 3a 6eTa-6nokepu.

MHBasueHo EOW c PVS He ce npe-
nopbuyBa 3a cTpatndumKauma Ha
pucka ot BCC.

Knac® | Huso? U3t
Ta3zmn
eKc-

nepTHa

rpyna

458, 460

458, 461

lla 461,462
lla 463
lla 463

b 464,465
14

2Knac Ha npenopbKuTe.
PHuBo Ha AOKa3aTeNCTBEHOCT.

U3TOUHMK (LK), NOAKPeNALL(M) NpenopbKUTe.
CPVT = kaTexofammHeprumyHa nonvmMopdHa KamepHa Taxmkapaus;
EOU = enekTpodursnonornyHo nscnepsare; ICD = umnnaHTupyem Kap-
nnoseptep gepubpunatop; PVS = nporpammpaHa KamepHa cTumyna-
uma; BCC = BHe3anHa cbpaeyHa cmbpT; KA = KamepHa aputmus; KT =

KaMepHa TaXxukapaua.
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DusnyecknTe orpaHnuyeHns n beta-6nokepnTe 63 BbTpeLL-
Ha CMMMATOMUMETMYHA aKTUBHOCT Ca Tepanus Ha NbpPBu n3bop
npu nauveHtn ¢ CPVT.™

MpensapuTtenHn AaHHW MOACKA3BaT, Ye pnekanmHug e Ha-
Manui CUrHMPUKAHTHO YecToTaTa Ha KA npu manbk 6poit
nauneHTn ¢ CPVT n TpsabBa Aa ce B3eme NpeaBua KaTto Nbp-
BO AOMbJ/IHEHME KbM 6eTa-6noKkepute, KOraTo apuTMUNTE Ha
Ca HaMb/IHO KOHTPONMpPaHu.*62463 JlepocTpaHHaTa cbpaeyHa
CMMMATUKOBA [leHepBauua U3rnexaa MMa HAKakBa cTeneH Ha
edunKacHocT B nogxofa npu naumeHTn ¢ CPVT 1 HemoHocumocT
KbM GeTa-6nokepu, HO ca HEOOXOAMMM MoBeYe AaHHU 1 No-
ObNro npocneaaBaHe 3a KOJIMYeCTBEHA OLleHKa Ha Ta3un edu-
KacHOCT.46446> MpexuBenuTe cbpaeyeH apect Tpsibea ga nony-
yat 6eTa-6nokepu 1 ICD; pnekanHma cblyo TpAbBa Aa ce B3eme
npeaBui, ako KOHTPONBT BbPXY apuUTMuATa Npu paboTHMUSA
cTpec-TecT e HembeH." ICD TpabBa Cblo Aa ce MMa npeasua
npwv naumeHTn ¢ CPVT, KonTo He pearupart Ha 6eTa-6nokepu 1
dnekanHma.' Tpabea ga 6baaT NPoOrpamMMpaHn AbArM 3akbc-
HeHWs Npean nNofaBaHeTo Ha woka ot ICD, 3awoTo 6onesHe-
HMTE LIOKOBE MOraT fAa MOBULAT CMMMNATUKOBUA TOHYC 1 Aa
MPOBOKMPAT AOMBbAHUTENIHN apUTMUM, BOAELN A0 MAsIUrHEH
umkbn ot ICD-WwoKoBe U flaxe CMbpT.*6°

PVS HAMa gmnarHoCTMYHa Nnm NPOrHOCTMYHaA CTOMHOCT Npwn
CPVT, Tbl1 KaTO HATO ABYMNOCOYHATa, HUTO nonnmopdHata KT ca
MHAyunpyemn.'*

8.5. CuHapOM Ha paHHa penonapusauma

8.5.1. lepuHnunn n enngemunonorns

HanunumeTto Ha Mopdonorua Ha paHHa penonapursauuns B JOMHU-
Te U/Vnun naTepanHnTe OTBEXAAHUA ce CBbP3Ba C NANOMNATUYHO
KM B npoyuBaHus ¢ KOHTponHa rpyna.*®’4%8 Mopagm Brucokata
YeCToTa Ha MOJena Ha paHHa penonapusauma cpep o6LWOTO
HaceneHwe, n3rnexpa pasymHoO fa ce AvarHocTuumpa ,CUHA-
POM Ha paHHa penonapusaumnsa” camo Npu NaumeHTn C Takasa
Mopdonorua, Konto ca 6uny pecycuMTUpaHun oT AOKYMEeHTUPaH
enun3op Ha ngmonaTtnuHo KM n/vnmn nonumopdHa KT.

[eHeTUYHaTa OCHOBA Ha paHHaTa penonapusauns BePoATHO
€ NonureHHa B rofifiMa YacT oT clyyauTte. He cbliecTBYBaT ACHU
[JoKasaTencrtea 3a GaMuNHO yHacnefABaHe Ha CMHAPOMa Ha
paHHa penonapusauma.

MpeaBuA HeCMrypHOCTTa B UHTepNpeTauMaTa Ha Mofena Ha
paHHa penonapu3aumna Kato npeankTop Ha BCC, HawaTa eKkc-
nepTHa rpyna pewu, Ye KbM AHeLlHa JaTa HAMa AOCTaTbyHO
JaHHW, no3BonABaLWM Aa 6bAaT AafeHN NpenopbKuy 3a noBefe-
HWe Npu TOBa CbCTOAHME.

9. MepawnaTpuyHmn apuTMnn
M BPOAEHM CbpaeYvHm 6onectn

9.1. MNoaxoa KbM KamepHUTE apuTMUN
npu Aeua cbC CTPYKTYPHO HOPMasnHo
cbpue

Mpw geua KA morat fa HaCcTbNAT NPY BPOAEHU CbpPAEUHM 6O-
nectu (CHDs), HacneacTBeHU KaHanonaTuy Unn Kapamommona-
TN, MUOKAPAUT N CbPAEYHM TymMOpMW (HeoHaTanHM pabmomu-
OMMU), KaKTO U Npu CTPYKTYPHO HOpMasnHu cbpua. Mpu 3apasu
B APYry OTHOLLIEHMSA Aela u3onupaHmTe moHomopdHu PVCs ca
MHOTO YecTun, 0cO6eHO Npu neneHaveta (20%) 1 TUAHENAKbPY

Mopxoa KbM KaMepHUTE apMTMUM NpY fielia CbC CTPYK-
TYPHO HOPMarHO Cbpue

Mpenopbknu UsT

MpenopbuBa ce 6€3CMMNTOMHU
fdeua c yectn PVCs nnun yckopeH
KaMepeH pUTbM M HOpPManHa Ka-
MepHa ¢yHKLUMA Aa 6baaT Habnio-
[aBaHu 6e3 neyeHne.

469,470

MegvkameHTO3Ha Tepanua unn
KaTeTbpHa abnayus ce npenopbu-
Ba npu geua c yectn PVCs nnn KT,
CYUMTaHM 3a MPUYMHA 3a KaMepHa
ancoyHKuma.

Tasmn
eKc-
nepTtHa
rpyna

KaTeTbpHa abnauma moxe fa ce
MMa npefBuA, Korato MepauKa-
MeHTO3HaTa Tepanua e WAn He-
edeKTUBHA, WM HexXenaHa npu
CUMMTOMHM fleta C uamonaTuyHa
KT/PVCs ot RVOT unu Bepanamun-
YYBCTBUTENHA NABO-pacLmKynap-
Ha KT.

471-474

KaTeTbpHa abnauma ot onuTHY one-
paTtopu Tps6Ba Aa ce vma Npeasug
cnep HeycnelwHa MeankaMeHTo3Ha
Tepanusa WK Kato anTepHaTrBa Ha
XPOHMYHATa MeAMKaMeHTO3Ha Te-
panusa Npv CMMNTOMHY AeLa C au-
onatnyHa KT/PVCs ot LVOT, aopTHu
nnaTtHa nnu envikapa.

473,474

Bnokepn Ha HaTpueBuUTe KaHanu
(cpencTBa ot Knac IC) Tpabea Aa ce
“Mat npefBua KaTto anTepHaTvBa
Ha 6eTa-6nokepu unu Bepanamwus
npu geua c KT oT usxogHua cbppe-
YeH TPaKT.

471

KateTbpHa abnauma He ce npe-
nopbyea npu pAeua <5-roguiHa
Bb3pPacT, OCBEH Npu Heycnex oT
nposefieHaTa MefjukaMeHTO3Ha Te-
panusa 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 fOKa3aTeNCcTBEHOCT.

U3TOUHKK(YK), NoaKpenAL (M) NpenopbKUTe.

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

(20-35%), npousnmzawm rnasHo ot RVOT. Ako PVCs ca MHoro
yectn (5-10% oOT BCUYKM ygapu) UM ca NO-CNOXKHKU, ce npe-
nopbyBa CbpAeyvHa oueHKa, BknountenHo CMR 1 cHemaHe Ha
damunHa aHamHe3a C Len n3KnYBaHe Ha HacNeCTBEHUN KaHa-
nonatnu nnu KapgmommonaTuwn. lNpenopbysa ce NpocnegasaHe
3a ycTaHoBsiBaHe Ha pa3BuTue Ha JIK ancoyHKkums, (He-)npo-
AbmxkuTtenHa KT nnn KapgrnommonaTuin, KOeTo ce CilyyBa pAaaKo.
MeanKameHTO3HO fleyeHMe UK KaTeTbpHa abnauunsa ca pagko
MoKasaHu, Tbil KaTo NoBeyeTo fela ocTaBaT 6€3CMMNTOMHY, a
PVCs uecTo nsyessar c BpemeTo.469470477-480 YekopeH nanosex-
TPUKYNapeH pUTbM MoXe ia 6bAe ycTaHOBEH NPY MHAYe 3apaBu
HOBOPOAEHU U NeneHayeTa, 06MKHOBEHO KaTo ClyyaiiHa Haxog-
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Ka. ToBa e JobpoKayecTBeHa apuTMuna 1 nogobHo Ha PVCs npu
nesfeHayeTa 06MKHOBEHO M3Ye3Ba 6e3 fieueHvie Npes NbpeaTa
roguHa ot *neoTa.*8! [loknagsaHaTa yeCcToTa Ha NOABABaHE Ha
npoabmkutenHa KT B obwata negmatpuuHa nonynauus e 1 Ha
100 000 pgeua 3a 10 rognHuK. YecTtoTaTa Ha HeNPOAbMKUTENHATA
n npogbmkuTenHata KT e cbwo HMcKa, 2-8 Ha 100 000 peua B
YUMnuLHa Bb3pact.482483

MoseueTo manonatnuHu KT ce noasaABaT 3a MbpBU MBT NpU
no-ronemu feLa u TMMHENAXKbPU CbC CbLLUTE MECTa Ha MPOU3Xoa,
KakTo npu Bb3pactHu (RVOT, LVOT mnn aopTHU nnaTtHa). Bepana-
MU-4yBCTBUTENHATA NifBa dacuvkynapHa KT e no-pagka.’'=+4
HenpekbcHataTta KT, yecto npounsnusaiua ot JIK, e cBbp3aHa C UH-
TpakapamvasH1 xaMapTomu Npuv neneHaveta. Team apuTMUmn 4ectTo
BoaAaT o CH 1 umat 3HauMma CMbPTHOCT, BbMNPEKN arpecriBHaTa
neKapcTBeHa Tepanus, KaTeTbpHaTa abnauusa U 4opu XMpyprdHa-
Ta Tepanua.*84 MonumopdHa KT unu PVC ¢ paznnuHa mopdororus
HacTbNBaT CPaBHUTESTHO PAAKO NPW ela C HOPManHK CbpLa 1 ca
06VIKHOBEHO CBBP3aH C HAC/IeACTBEHWN KaHaNonaTm Umn Kapau-
OMMONATVN, CTPYKTYPHW VNN Bb3NANUTENHN CbpAeYHM 6onectu
VN METaBbONIMTHIN NN TOKCUKONOTUYH HapyLLIEHWA.

Mpu no-ronemu geua NpenopbkUTE OTHOCHO JIEYEHNETO Ha
navonatnyum KT ca nogo6HM Ha Te3n npuv Npuv Bb3pacTHu. MNpu
no-manku Aeua npoyuyBaHWATa BbpXy edurKkacHOCTTa U 6e30-
NacHOCTTa Ha JIeKapCTBEHOTO JleyeHne Ha ugmnonatuyHm KT ca
orpaHuyeHu rnaBHo fo 6eTta-6nokepu 1 Bepanamus, a fJaHHU-
Te 3a 61okepw Ha HaTpueBuTe KaHanu (knac IC) n nekapcrtea ot
knac lll ca no-manko.¥'#2 Mpu HeBpPbCTHM feua <1-roguiuHa
Bb3pacT (i.v.) Bepanammn TpAbBa Aa ce M36srea, 3aLoTO MOXe
[la ioBefie 10 OCTPO BJIOLIABAHE Ha XeMofnHaMMKaTa.*°

Mpy Manku feua yectoTaTa Ha YCNOXHEHMATa NPU KaTeTbp-
Ha abnauusa v3rnexmnga no-rofisima M MMa onaceH”s 3a pacTex
Ha ne3unTe, NONyyYeHN OT NPUNOXKEHNE Ha pagnoppeKBEeHTHa
N KPUO-EHEPrus Bbpxy KamepHus Mrmokapa.V>48-487 |anona-
TnuHnTe KT 1 komnnekcHute PVC npu geua nokassaTt TEHAEH-
LA KbM CMOHTAHHO M34Ye3BaHe B paMK/Te Ha MeceLm A0 roau-
HK.¥1 Tlo Ta3n NPUUMHA, B Ta3u Bb3PacToBa rpyna KateTbpHaTa
abnauyus, BKIOUUTENHO ,MpocTaTta” abnauua Ha KT ot RVOT, e
noka3aHa camo KaTo Tepanusa Ha BTopy 1360p U1 ce N3BbpLUBa B
cneuranmsnpaHn LeHTpose.

9.2. BHe3anHa cbpaeYyHa CMbpPT
N KaMepHW apuTMUM Npu NayneHTn
C BpoAeHU cbpAeyHmn 6onectun
lNMpeBeHUNA Ha BHe3anHaTa CbpAevyHa CMbPT U noaxon

KbM KaMepHMTe apuTMUM Npu NALMEHTU C BpPOogeHu
cbpAevHu Gonectu

Mpenopbkn Knac® | Huso® Nst°

Cnep oueHKa 3a onpepensHe
Ha npuyrHaTa 3a CbOUTMETO U
M3K/loYBaHe Ha obpaTumu npu-
YnHK, noctaBaHe Ha ICD ce npe-
nopbvyBa npu nauumeHtn ¢ CHD,
KOMTO Ca NpeXxuBenn npekbcHaT
CbpfleyeH apecT.

488-491

MNocTaBAHe Ha ICD ce npenopbuBa
npu naunentn ¢ CHD n cumntom-
Ha npoabmxkuTenHa KT, npu konto
e HanpaBeHa npefBapuTenHa xe-
MOAMHaMMYHa 1 enekTpodusmo-
NOTrMYHa OLieHKa.

488-492

KaTeTbpHa abnauua ce npenopby-
Ba KaTo AOMbJIHUTENHA TepanwuA
wnu antepHatuea Ha ICD npwu na-
umenTn ¢ CHD, Kouto nmat peun-
AvBupawa mMoHomopdHa KT wnwu
npwu nauneHTn ¢ noctaseH ICD, Ko-
raTo TA He MOXe fAia 6bae oBnaaaHa
C npenporpamvipaHe unu mMeguka-
MEHTO3Ha Tepanus.

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

MocTaBAHe Ha ICD Tpsa6Ba ga ce
MMa npefBuf MNpu nNauumeHTn ¢
CHD u cnHKON € Hen3BecTHa eTu-
onorvsA Npu Hannumne Ha Hanpea-
Hana KamepHa AucoyHKUMA unm
VHAYyLUMpYyeMa MpOAbIKUTENHA
KT nnn KM npu PVS.

MocTaBsHe Ha ICD TpsbBa ga ce
VMa npeaBua npu nsbpaHu naum-
eHTu c TeTpanorus Ha Fallot n no-
Beye puckosu ¢aktopu 3a BCC,
BknountenHo JIK ancoyHkuyms,
HenpopbmxkutenHa KT, wupuHa
Ha QRS >180 mc unu nHAyumpy-
ema npoabmxutenHa KT npu PVS.

KaTeTbpHa abnauuma TpabBa Aa
ce vMa npepBug Kato antepHa-
TVBa Ha NeKapcTBeHaTa Tepanus
npu CMMNTOMHA MPOABIKNTENHA
MoHomopdHa KT npu nauneHTn ¢
CHD un ICD.

Tepanusa c ICD moxe aa ce 06Cb-
AW NPU NauneHTn C HanpeaHana
ANCOYHKLMA Ha eMHCTBEHA Unun
cuctemHa K npum Hanuuume Ha
Apyrn puckosu dakTopu, KaTo
HenpoabmkuTenHa KT, yHKumo-
HaneH knac llunn lll no NYHA nnun
TeXKa peryprutauma Ha cuctem-
HaTa AV knana.

PVS moxe fa ce 06cbam 3a cTpa-
TrdurKauma Ha pucka ot BCC npu
naumeHTu c TeTpanorua Ha Fallot,
KOUTO MMaT eAunH Unun noseye ot
cnepHuTe puckosn daktopu: JIK
ANCOYHKLMNA, HENPOABIXKNTENHA
KT u wunpuHa Ha QRS >180 mc.

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

XupyprnyHa abnauua  Hacouve-
Ha upe3 enekTpodur3nonornyeH
MEMUHF MOXe Aa ce o6Cban npun
nauyventn ¢ CHD nognexaww Ha
CbpAeyHa Xupyprua, ¢ KAMHWYHa
npoabmxkumTenHa KT n c nHayunpy-
ema moHomopdHa 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 wuau npo-
dunnakTnyHa aHTMapUTMUYHa
Tepanua He ce NpenopbyBa Npwu
6e3cMMNTOMHU He uvectn PVC
npu nauneHtn ¢ CHD n ctabunHa
KamepHa GyHKLMA.

Tasn
eKc-
nepTHa
rpyna

PVS He ce npenopbuBa 3a cTpaTu-
duKauma Ha pucKa Npv NALMUEHTU C
CHD npwu nunca Ha Apyru pyckosm
bakTopU UK CUMATOMU.

496

2Knac Ha npenopbKuTe.

®HuBO Ha fOKa3aTeNCTBEHOCT.

U3TOUHMK(LK), NoAKpPeEeNALL(M) NpenopbKuUTe.

AV = atpuro-BeHTpuKynapHa; CHD = BpeaeHa(u) cbpaeyHa(un) 6onect(n);
CH = cbppeuHa HepgocTaTbyHOCT; ICD = MMNnaHTMpyemM KapamoBepTep
nedubpunatop; JIK = naBa kamepa, neBokamepHa; JIKODU = neBoka-
MepHa n3Tnackawa ¢pakums; PVS = nporpamvpaHa KamepHa cTimy-
nauus; PVC = kamepHa(n)m ekctpacuctona(m); NYHA = New York Heart
Association; K = pacHa kamepa; BCC = BHe3anHa cbpaeyHa cMbpT; KA =
KamepHa apuTMusa; KM = KamepHo MmbxaeHe; KT = KamepHa Taxnkapausa.

CHDs ca Han-uyecTuTe gedeKkTu Npu paxpaHeTo, C yecToTa
700-800 Ha 100 000 xusu paxaaHua.**® Naumentute ¢ CHD
npeAcTaBAABaT XeTepOreHHa rpyna, YMAaTo NpexmnBaemocT ce
e nogobpuna psasKo cnef HaCTbNUAUA HaNnpeabK B AMAarHOCTU-
KaTa U XMpypruyHmTe TeXHMKN. MHO3UHCTBOTO OT MauueHTuTe
¢ CHD goxuBsBar 3psna Bb3pact.’’® Bbrnpeku Te3u ycnexu, Ko-
pekumATa Ha CHD B feTcka Bb3pacT e nocnefBaHa OT pa3sutue
Ha CH 1 apuTmMuK, KOETO MOXKe Aa NPUYMHU KbCHa CbpAeyHa
CMBPT B MN1aja Bb3pacT.

YecToTaTta Ha BCC B obwata nonynaumsa ¢ CHD e Hucka
(0.09% Ha rofvHa), HO e MO-BUCOKa, OTKONKOTO MpW CbOTBET-
cTBawa KoHTponHa rpyna.’®! Puckst ot BCC nokassa Bpemesa
3aBUCMMOCT U HapacTBa C/lef BTopaTta Aekada Ha »usoTa. [o
TO3U MOMEHT He ca npoBexaaHu RCTs 3a onpepgensaHe Ha pUcKo-
Bu ¢akTopu 3a BCC unu Ha nonsarta oT Tepanuu 3a NbpBUYHA
npeseHUuA. PeTPOCNeKTUBHM NPOYyYBaHMA Ca AEMOHCTPUPani,
ye BCC e oTroBopHa 3a 14-26% OT BCUYKK ClyYaun Cef mbpBuY-
Ha Kopekuma.*7>91-503 B ronsamo mpoyusaHe npwv Bb3pacTHU C
pa3nnyHun CHDs, BCC BbB Bpb3Ka C apuTMnm e Hactbnuna B 14%.
BCC e HacTbNuNa npeanMHO B MOKOM 1 He CaMo Npu NaumeHTun ¢
TexKkn fgedekTn. B ToBa npoyuBaHe puckosute paktopu 3a BCC
canofgo6bHW Ha Te3n NPU NCXEMUYHA KapAMOMMONATUS, BKITIOUN-
TeNHO HaflkaMepHa TaxvMKapaua, AMCPYHKLMA Ha CUCTEMHaA Un
My/IMOHanHa Kamepa u wipok QRS-komnnekc.*%

BponeHute cbppeyHn pedekTy Hocewm Hal-BUCOK PUCK
ot BCC ca TeTpanorua Ha Fallot, (BpoieHO KopurmpaHa) TpaHc-
no3nunA Ha ronemuTe apTepuy, OOCTPYKTMBHU Ne3nn Ha ns-
BOTO CbpLie 1 CbpLa C eAMHCTBEHa Kamepa.**”>01->%3 MogeyeTo
NpoyyYBaHUA 3a OLiEHKA Ha pUCKa ca NPOoBeAeHN NPy NaLMeHTU
c TeTpanorusa Ha Fallot n nokaseat puck ot BCC 2-3% Ha feka-
[1a, HapacTBalKM KbCHO CNiefi orepaTUBHA KopeKkuLuadds=01.504
Bbnpekn ngeHtnomkaumaTa Ha MHOrO pUCKoBu dakTopu, Hai-
ronemute puckosmn ¢aktopu 3a BCC ca wupmrHa Ha QRS-kKom-
nnekca >180 mc, 1K o6emHo HaToBapBaHe, JIK aguchyHkuma nnm
KIVHWYHA WM MHAyuMpyema npogbmkutenHa KT.4%4-4% [ma
cbobuieHus, ue PVS e nonesHa 3a oueHKa Ha pucka.*® Petpoc-
NeKTMBHW NpoyyBaHuA Bbpxy |ICD-TepanuaTa npu TeTpanorua
Ha Fallot cbo6LyaBaT 3a BUCOKa YeCcToTa Ha MOTUMBMPAHU LIOKOBE
oT 8-10% roAuILHO NPU MbPBUYHA 1 BTOPUYHA NpeBeHL A, 488

Mpu NauneHTn C TPaHCMO3ULMA Ha rofieM1Te apTepun cneq,
onepauus 3a npeacbpaeH cymy (Mustard nnm Senning) puckst
o1 BCC e ~5% Ha aekana.”"*%> HannumeTo Ha npeacbpaHa Ta-

XMAapUTMKMA U HEAOCTAaTbYHOCT Ha cucTemHaTa [1K ca BaxkHW pu-
ckoBM dpakTopu 3a BCC.*8 Mopgnexawm mexaHnsmu 3a BCC ca
npeacbphHa Taxuaputmma c 6bp3o 1: 1 AV nposexaaHe, fere-
Hepupalia o KM, KakTo 1 nbpeuyHaTa KA. [oHacToAwwem KaTe-
TbpHaTa abnauua Ha nNpefcbpAHaTa Taxmkapamsa e epeKkTrBHa
Tepanua n NoAXoAALWa 3a HamanABaHe Ha pucka ot BCC B Tasn
rpyna nauueHTun. PVS He usrnexpa nonesHa 3a cTpatudurkauma
Ha o6wusA puck. ICDs 3a BTOpUYHa NpeBeHLMA ce OKa3BaT edek-
TUBHW, AokaTo ICD-TepanuATa 3a NbpBMUYHa NPeBEHLUA NPU Na-
LIMEeHTUN C KaMepHa ANCOYHKLMA N3FNexaa No-Manko nonesHa,
uecToTa Ha wokoseTe 0.5% roguniwuHo.*® B gHewHo Bpeme He ce
13nonsea NpefCcbpAeH Cyuy 1 B pe3ynTaT Ha ToBa Ta3u nonyna-
LMA OT MauMeHTV NOCTENeHHO HaMansABa no 6pon.

MpaBunHaTa KopeKkUMA Ha BpofeHaTa aopTHa CTeHo3a
(BKNIOUMNTENHO NpU BUKYCNUAHM KNanu) HamansaBa 3HaunTenHo
ectecTBeHua puck ot BCC, yecto npemaxsaiiku HyxjaTa ot cne-
unduUHa aHTU-apUTMUYHA Tepanus.>0'>06

Mpu nauveHTn c oblwa Kamepa cnep onepauua Ha Fontan
ABNrocpoyHaTa 6OMecTHOCT Ce XapaKTepursvpa C KOMMIEKCHa
npefcbphAHa Taxmkapama n passutre Ha CH, nporpecrBHo Hapa-
cTBaLa ¢ Bb3pacTTa. CBbp3aHa c aputmua BCC He e pagka npu
nauymeHTu ¢ Fontan, kKaTo foknaaBaHaTa YectoTa e 9% 3a cpefeH
nepvopa Ha npocneaasaHe 12 roanHN, HO PUCKOBKTe pakTopu Bce
ole He ca uaeHTGULMpaHn.””’ laHHUTe OTHOCHO epMKACHOCTTa
Ha ICD-tepanuATa npun naumeHTn ¢ Fontan ca ockbaHW.

Mo npuHunn, TepanuaTta ¢ ICD npn nauneHTn ¢ CHD ce e
n3MecTuna oT BTOPMYHA KbM MbPBMYHA NPeBEHLMA npes no-
cneaHnTe fABe feceTunetua.**%4%1 PeTpocneKTMBHI KOXOPTHU
NpoyYBaHUA ca NoKasanu, ye, B AoNbHeHNe KbM KA, HapyLie-
HaTa KamepHa QyHKUMA, NABa UM AACHA, € CTaHana nocTon-
HeH prckoB pakTop 3a BCC npn naumneHTn C pasnnyHy BUAOBE
CHD.493-495497.498 T3 haKT NnoauepTaBa 3HAYEHNETO Ha edek-
TUBHOTO NeyeHne Ha KamepHaTa ANCOYHKLM C XMPYPrmyHa Ha-
Meca BbpXy OCTaTbuHUTe flepeKTun, ONTUMU3NPaHe Ha MeamnKa-
MeHTO3HaTa Tepanua u, ako e npunoxumo, CRT. Mo npuHumn,
nauneHTn ¢ CHD n cuHkon unu HenpoabmxutenHa KT Tpsbea
Aa 6baaT NoANOXKEHW Ha XeMOAMHaMUYHa 1 eNleKTpodu3snosno-
rMyHa oueHka. PVS moxe ga 6be nonesHa 3a nageHTnoukauyma
Ha nauymeHTn c nosmileH puck ot BCC. Tpabea fa ce umat npepa-
BMA KaTeTbpHa abnauuna n XMpyprmvyHn Hamecu, Kato anTepHa-
TUBa unu ponbnaHeHme Kbm ICD npu nauneHTn C peunamerpa-
wa npogb/mkuTenHa KT cnea xupypruyHa kopekums Ha CHD. 492

9.3. Tepanua c uMnNnaHTupyem
KapauoBepTtep aepubpunatop
npu neagnaTpuYHN NayneHTn

BCC e papko ABneHvie Npu negvaTpUYHM NauneHTn 1 cnego-
BaTenHo ynoTpebata Ha ICDs e papKka, C roguiiHa YyecToTa Ha
UMnIaHTaumMm <1 Ha MUIMoOH>%513 33 MbpBKYHA UM BTOPUYHA
npeseHumna.*°%5% NeanaTpuuHnuTe NauneHTn ¢ puck ot BCC 06-
pa3yBaT xeTeporeHHa rpyna C WUPOK KPbr OT NOANeXKalln Cbp-
AeyHn 6onectu, BKNIOYNTENHO HacNeACTBEHUN KaHanonaTum unm
KapavoMuonatTun 1 Wnpok cnekTbp ot CHD.#%%°%° CerawHute
nokasaHus 3a ICD-Tepanua npu Bb3pacTHU ce Npunarat u npu
neavaTpUYHM NauneHTn. NoBeyeTo NPenopbKY NPU CbpaeUHN
6onectn, NPUNOKMMM B NegmaTpryHaTa nonynayms, ca C HUBO
Ha gokasaTencteeHocT B unu C.

3a pa3nuka OT npenopbKkuTe Npu Bb3pactHu, ICDs He ce
n3non3eaT PyTUHHO Npu neanaTpuyHn nauneHTn ¢ KM n Ha-
npepHana JIK aucoyHkuma, nopaan HruckaTa yectota Ha BCC B
Ta3u Bb3pacToBa rpyna.’™*>1> HtepnpeTtaumsTa n cpaBHaABaHe-
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UmnnaHtupyem KapauoBepTep pedubpunatop npu
neAvnaTPUYHN NaLEeHTN

Mpenopbkn Knac® | HusoP NsT

MmnnaHnTupaHe Ha ICD ce npeno-

pbyBa Npv NeamMaTpPUYHN NaumeH- 490, 508,
TN C MPEeXMBAH CbpAeYeH apecT 509
npwv NUNca Ha 06paTUMM MPUUNHW.

MmnnaHTrpaHe Ha ICD B kKombuHa-

uma € mMeAMKaMeHTO3Ha Tepanua

ce npenopbyBa NPW BUCOKOPUCKO- 490, 510,

BN neamaTpuyHM NauneHTn C Ha- 511
CneAcTBEHM KaHanonatuu, Kapau-

omuonatum unm CHD.

MepuoanyHo TecTyBaHe Ha fe-
dMOPMNALNOHHMA Mpar Ha He-
TpaHcBeHo3HUTe ICD  cuctemn lla 512
Tpa6Ba fa ce MMa NpeABUA No Bpe-
Me Ha pacTexka Ha Mo-Manku aeua.

2Knac Ha npenopbKuTe.

®HuBO Ha fOKa3aTeNCTBEHOCT.

U3TOUHMK(LWM), NOAKPeNALL(M) NpenopbKuUTe.

CHD = BpogeHa(u) cbppaeuHa(v) 6onect(n); ICD = umnnaHTUpyem
KapavoBepTep aepubpunatop.

TO Ha pesyntatuTte B negmatpuuHn cepun ¢ ICD octasat Tpya-
Hu, 3awoTo ICD-TepanuATa YecTo ce oueHABa NPU Haln-pa3HOO-
6pa3HV CbCTOAHUSA U YeCTOo BKoUBa Bb3pacTHU ¢ CHD. Hskonko
neguatpuyHm cepun ¢ ICD cboblyaBaT 3a MOTUBMPaHN LIOKOBE
3a BTOpuYHa npeseHuuna npu 40-67% oT nauyueHtuTe. KoraTto
ICD-TepanusTa e 6una n3non3eaHa 3a NMbpPBUYHA NPEBEHLUS,
yecToTaTa Ha MOTUBMpPaHKTe WoKoBse Bapupa oT 10 go 26% npu
cpefieH CPoK Ha npocnegaBaHe 2—4 roguHm,490:508,510,511,516-519
OpaKkTypn Ha NPOBOAHMK W HapylleHWe Ha M30nauuATa,
CbJOBM NpobniemMu, HPEKLUUN N KbCHU NMOBULIEHUA Ha aedu-
6puUNaLMOHHMA Npar ca No-4ecTy B NeagnaTpuyHaTta nonynauus,
OTKOJIKOTO Cpefl Bb3pacTHUTE, Hall-BEPOATHO NOpaamn No-rons-
MaTa MM aKTUBHOCT, NO-MaJiKUTe TENECHW pa3Mepu 1 pacTexa
1Mm.>2° Tonemy npoyuBaHUA CbO6LIABAT FOAWILHA YecToTa Ha
dpakTypn Ha NPoBOAHKK 5.3 1 6.5% Npn HE3aBUCUMN PUCKO-
BU paKTopy Bb3pacT <8 roauHn u nposoaHuk Fidelis®.>2>22 B
MoBeyeTo NeauaTpUYHU cepumn CbobLlaBaHaTa YecToTa Ha He-
MOTUBMPAHU LLOKOBE € 3abeNneXXnTesHo BMCOKa 1 Bapupa ot 17
[0 30%.490:508,511,516-519 HamoTBMpPaHMTE LWOKOBE MOPaAn CUHY-
COBa TaxmKapaua, HalkamepHW apUTMUN 1N CBPbXCEH3MPAHEe Ha
T-BbAHaATa ca YecTn 1 MoraT Aa 6baaT HamaneHu Ypes NHAUBU-
Zyanu3npaHo nporpammupaHe, no-cneumanHo ¢ U3rnon3BaHe Ha
MO-BUCOKM YeCTOTU Ha geTekums. MNpu no-ronemu negmnatpuy-
HW NaLMEeHTU, KaKTO 1 NPU Bb3paCcTHW, Hali-yecTo ce N3non3sat
TPaHCBEHO3HM ABYKYXUHHN cuctemm 3a ICD. Mpu no-manku na-
LMEHTN Hall-4ecTo ce U3MON3BaT €fHOKYXVHHWN CUCTEMN C Lien
n36sreaHe Ha BeHO3Ha 0OCTPYKLMA, C OCTaBAHe Ha OprMKa Ha
ICD-npoBoAHMKa B AACHOTO NpeAcbpane BbB Bpb3Ka C pacTe-
»Ka. [py neneHayeTa 1 Manky geLa anTepHaTUBHUTE HETPAHCBE-
HO3HM ICD-cuctemun msrnexpat 6esonacHu u edekTusHW.>?
Te3n cncTemn ce KOHCTPyMpaT upe3 MHCepuma Ha reHepaTopa
B KOpeMma, MOAKOXKEH XOA B NfABaTa rpbAHa NOMOBUHA U NocTa-
BAHE Ha KaMepHUA eNeKTPOA B envkapaHa no3muma.>’%>? Mva
ny6nvKaumMm u 3a Apyru BapraHT.>%® KbcHUTe NoBuwweHNUs Ha
nedunbpunauroHHUA Npar HaCTbMNBAT Hall-yecTo Npu ynotpeba
Ha Te3n anTepHaTUBHW CUCTeMU U TpabBa Aa ce uma npeasus
NepPUOAMNYHO TECTYBaHe Ha AedpnbpunaumoHHus npar.*?

CRT ce npeBbpHa BbB BaXHO [OMbJIHEHNE KbM NeuyeHue-
10 Ha CH npuv neavaTpuyHK NaLMEHTY, HaM-4ecTo Korato nma
noKasaHua 3a aHTMOpaanKapaHo nencupate.’?*°2* TepanuaTa
cbe CRT-D moxe fa okaxe bnaronpuateH ebekT npu nbpaHu
MaumeHTy, No-crneymnanHo cpeq nonynauusaTa Ha oneprpaHuTe
3a CHD, HO gaHHUTe B NofKpena Ha ynotpe6arta Ha TakoBa yc-
TPOMCTBO Ca OCKbHMW.

10. KamepHun Taxukapaum
N KaMepHO MbXXAeHe npu
CTPYKTYPHO HOpManHu cbpua

10.1.KamepHM Taxukapamm ot U3XogHuA
TPaKT

JleueHne Ha KamepHa TaXMKapAusA OT U3XOAHUA TPAKT

Mpenopbku

KateTbpHa abnauua Ha KT/PVC ot
RVOT ce npenopbuyBa npu cumn-
TOMHW NauMeHTN U/unu Npw nauu-
€HTM C HeyCneLlHa aHTapuTM1YHa
neKkapcTBeHa Tepanus (Hanp. 6Ge-
Ta-610Kepy) NN NPy NaLMeHTN ¢
noHwxeHve Ha JIK ¢yHKumA, abn-
Kalo ce Ha HaToBapBaHETO OT
RVOT-PVC.

525-528

JleueHune c 6nokepy Ha HaTpUeBU-
Te KaHanu (cpepcTBa oT Knac IC) ce
npenopbyBa NPU CUMMATOMHMU Na-
uneHtn ¢ KT/PVC npowusxoxpalin
oT LVOT/aopTHO nnaTHo/ennkapa.

529-531

KaTteTbpHa abnauua Ha KT/PVC ot
LVOT/aopTHO nnatHo/enunkapa,
M3BbpPLLUEHA OT ONUTHM ONepaTopw,
TpAbBa Aa ce obCbAM MpU CUMM-
TOMHM MAUMEHTU Cref Heycneww-
HO neyeHne C eAViH UnKn noseyve
6NnoKepy Ha HaTpueBUTE KaHanu
(cpenctBa ot knac IC) nnn Kouto
He XenasaT NPOAb/IKUTENHA aHTU-
apVUTMUYHa nekapcTBeHa Tepanusa.

2Knac Ha npenopbKuTe.

"HuBO Ha fOKa3aTeNCcTBEHOCT.

U3TOUHKK(UM), NoaKpenALw (M) NpenopbKUTE.

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

KamepHute n3xopgHun tpaktose (OTs) ca Hal-yecTuTe mecTa, OT
KOUTO npousxoxpaa uauonatuuHa KT/PVC 2255347536 Banzo 70%
oT TAX npomsnusat ot RVOT.>3 [lpyru mecta Ha mMpousxof ca
aopTHUTE cHYcK Ha Valsalva,>7-34° LVOT,**->4! rofemute BeHu
Ha cbpueTo,'?>3%°4 enukapaHaTa YacT Ha MUoKapaa, 539541542
A0PTO-MUTPANTHUAT KOHTUHYNTET?2%>43 11 pagKo nynMoHanHa ap-
Tepua.>*4->% Yanonatnura dpokanHa KT oT OT 06MKHOBEHO Ha-
CTbMBa NPU NaumeHTn 6e3 CTPYKTYPHa CbpaeyHa 601ecT, Ho npu
HAKOW NaumneHTn obpasHaTa AmarHocTnka cbc CMR geMoHcTprpa
e/Ba [oNoBUMY aHOMannn.>#548 Te nmat GpoKaneH mexaH1u3bM B
pesynTaT Ha aBTOMATU3bM, MUKPO-PUEHTPY UM TpUrepupaHa



52

Mpenopbku Ha ESC

aKTUBHOCT.>*~52 [ gnonatnunata KT ot RVOT TununuHo ce nposi-
BABa Ha Bb3pacT Mexay 20 1 50 roAvHN 1 NO-4YeCTOo NPU KeHn.>>3
CobLiecTByBaT ABE TUNUYHK GOpPMU: PpabOTHA/CTPEC-MHAYLMPaHa
KT 1 penetutnBHa moHoMmopdHa KT HacTbnBalla B nokol. Pene-
TuTMBHa NSVT HacTbnBa B 60-92% OT cnyyanTe, AOKATO Henpe-
KbcHaTa KT HacTbrnBa caMo OT BpeMe Ha Bpeme.**275>2

MapokcusmanHata npogbmxuTenHa KT, cnegBaHa oT Abnru
nepuoan Ha Hevectn PVCs, e no-pagka. Ennsogurte HapacTsat
Mo YecToTa U MPOABIIKUTENHOCT MO BPeMe Ha ycunane u/mnu
eMOoUVOHaneH cTpec; paboTHUTe Npoby MoraTt Aa NpoBOKMpaT
¢dokanHa OT-KT no Bpeme Ha yCUIMETO UV BbB Bb3CTaHOBUTEN-
HuTe pasn. TunnuHata QRS-mopdonorus e BepTrKanHa oc € fo-
MnHMpaLy 06pa3 Ha JI6B.>25534-34 PVCs nnn mbpBrAT KOMIIEKC
Ha KT 06MKHOBEHO Ca C OTHOCUTENHO AbJIrM CBbpP3BaLly NHTEp-
Banu ¢ npegwectsawma QRS-komnnekc.”> KT e MoHOMOpdHa,
Ho mopdonoruaTa Ha QRS-komnnekca moxe neko aa Bapupa.
MoBeue OT efHa pa3nmyHu mopdonorun Ha KT ce cpelat pag-
KO 1 Mopa)x<aaT CbMHeHMe 3a uuKaTpuymnanHa KT, kato Tasu npu
ARVC.>¥ Makap ue uguonatmunata KT ot OT nma no6pokauecT-
BEH XO[], MOHAKOra MOXe fla HacTbNy ManurHeHa KT.5°°53 EKT no
BPEME Ha CMHYCOB PUTbM OBUKHOBEHO € HOpMasHa, HO ~10%
UMaT MbfieH unv HenbneH [bb.%>4 Tpsa6sa ga ce Hanpasu paboT-
Ha npoba 1 cbpaeyHa obpasHa AnarHoCTVKa 3a U3K/YBaHe Ha
MOANEXALLO CTPYKTYPHO CbpAeYHO 3a601ABaHe, a B HAKOU Cly-
Yau MOXe [la ce HanoXm cbpAeyHa KateTepmsaums.

JleyeHvie e HaNOXMTENTHO CAMO aKOo NaLMeHTUTE Ca CUMMTOM-
Hu. TpA6Ba Aa ce oTHenexu, Ye CUMNTOMaTVKaTa MOXe Aa 6bae
cBbp3aHa ¢ JIK gucdyHkuma, npeasma ToBa ye ngmonaTnyHaTta
KT moxe fa 6bfie MpuumnHa 3a TaxmkapLHO-UHAYUMpaHa Kapau-
omuonaTtua.>> lNpu TakmBa nauueHTV Tpsabea Aa ce obcbam ne-
yeHue c 6NoKepwn Ha HaTpreBKTe KaHanu (cpeacTsa ot Knac IC)
UK KateTbpHa abnauua. Mpw naymeHtn ¢ KT/PVCs ot RVOT ce
npenopbyBa Ha NbPBO MACTO KaTeTbpHa abnauusa, JokaTo npu
nauveHT ¢ KT/PVCs ot LVOT kaTeTbpHa abnauus Tpsabea aa ce
“Ma nNpeABuz caMo criefj HeycrellHa aHTU-apMTM1MyYHa Tepanus.

bnu3kata aHaTomnyHa nokanusaumsa Ha RVOT, LVOT v rone-
MUTE CbPAEYHN BEHU OrpaHMyaBa TOYHOTO JioKanm3npaHe Ha
MACTOTO Ha npom3xof Ha KT Bb3 ocHOBa Ha mopdonormaTa Ha
QRS-Komnnekca, 0OCBeH Npu Knacuyecka Taxmkapama ot RVOT.
TouHOTO NokanusmpaHe TpA6Ba fia ce PbKOBOAW OT aKTUBALMNO-
HEH MENVIHF U/MNN Nenc-MenuHr no Bpeme Ha EQU32537-540
TpA6Ba fa 3anoyHe oT RVOT (BKNIOUNTENIHO CMHYCa Ha Mynamo-
HanHaTa apTepuA) , ciefiBaH OT rofiemmnTe CbpAeYHU BEHM, a0pPT-
HWTe nnaTHa u eHpokapaHusa LVOT. Korato abnauuata Ha mAc-
TO C PaHHO KaMepHO aKTMBUPaAHE He eIMMUHUPA KIMHUYHATa
apuTMKA, MOXe ia ce 06CbAM ennKapAeH MenVIHT.

10.1.1. Taxukapaumn ot feCHOKamMmepHNA N3XoaeH
TpakT

KnuHnuHo KT ot RVOT vMaT no-manka Ab/mKUHa Ha LMK bia 1 e no-
BEPOATHO Ja Ce Npuapy»kaBaT OT CUHKOMN B CPaBHEHVE C apUTMUK-
Te ot LYOT.>%-552 TynuuHara 3a KT/PVC ot RVOT EKT e ¢ no-kbceH
npexop R/S B otB. V4 B cpaBHeHue ¢ KT/PVC ot LVOT. B ny6nuky-
BaHV AOKNaAM yCnexbT OT ocTpaTa KaTeTbpHa abnauua Ha KT/PVC
o1 RVOT e >95% npwu naumeHTn 6e3 cTpyKTypHa cbpaeyHa 6onecT,
aKo e M3BbpLUEHA OT ONWUTHK onepaTtopw;>2>>34-540 cpuiecTByBa-
LWTe AaHHM OT AbJITOCPOYHO NpocsieAnaBaHe obaye ca orpaHuye-
HW.527528 CpobLLaBaHaTa YeCToTa Ha YCIIOKHEHUATa € HUCKA, C MHO-
ro pefku cnyyam Ha pynTtypa Ha RVOT, ocobeHo Ha cBobopHaTa My
cTeHa.>?> 3aToBa, NPV CUMMNTOMHW NMALMEHT C MOBbPXHOCTHY EKI ¢
ronAamMa BepoATHOCT 3a TaxuaputMua oT RVOT ce npenopbusa EOU
1 aKo MEeNUHIbT NOTBBbPAM KaTo npuunHa VT/PVC ot RVOT Tpabsa
[a ce HanpaBW MbpBUYHa KaTeTbpHa abnauua.

10.1.2. Taxukapauu ot IeBOKaMepPHNA N3XoaeH
TpakT

A6nauusaTa Ha VT/PVC ot LVOT usnckea 3agbn6ouyeHo pasbupa-
He 1 BHUMaTenieH menuHr Bkatoysaly LVOT, aopTHW nnaTHa, nyn-
MOHanHa apTepus 1 enukapa.”32°°¢ CentanHata vacT Ha LVOT,
MaKap W rnaBHO MYCKY/Ha, BK/lOUBa MeEMBPaHO3HNA KamepeH
cenTyM. 3afHUAT KBafpaHT ce cbCToU OT obwmpHa Gnbpo3Ha
nperpaga. JlatepanHuat n npegHnat LVOT ca MyCKynHU CTPyK-
Typu. OT envKapaHaTa cTpaHa NiABaTa npeaHa AecUeHAeHTHa 1
nABaTa UMPKyMPneKkcHa KOpoHapHM apTepun ca pasnonoxeHu
Hafj aopTHaTa YacT Ha LVOT un 3aemat Halr-ropHata yacTt Ha JIK,
HapeueHa oT McAlpine 6uno Ha JIK.>*” To e rnaBeH N3TOYHUK Ha
nanonatmyHa KT/PVCs. Tunmnuno 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 YCIOXKHEHMATa NpY KaTeTbpHa abnauma He e
3a npeHebpersaHe U BKJIOYBA rONIeMU YCJIOXKHEHUA, KaTO MU-
oKapAHa pynTypa 1 TaMmnoHaAa, MHCYNT, KNanHo yBpexaaHe u
yBpexfaHe Ha KopoHapHa apTepud. Tbil KaTo Nopajun aHaTo-
MUYHaTa CNOXHOCT MOXe fla € HEOOXOANM KOMOUHMPAH TpaH-
ccenTasieH 1 peTporpageH Noaxo  3a MbJieH MenuHr 1 abnauums,
LVOT abnauma tpabsa fa ce NpaBu BbB BUCOKOCMEUMaN3npaHm
abnaunoHHM LeHTpoBe cref Heycrex oT n3npobBaHeTo Ha NoHe
eAvH 6/10Kep Ha HaTpueBMTe KaHanw (cpeacTso oT Knac 1C).>32

10.1.3. KamepHu Taxukapgvv ot aOpTHO NAaTHO

KT 3anouBalya ot cMHycuTe Ha Valsalva e npuumHa 3a ~20% ot
nanonatuyHute KT ot OT, B noBeyeTo Ciiyyam OT NIABOTO KO-
pOHapHO MNaTHO, CneABaHO OT ASCHOTO KOPOHApHO MaTHo,
3aN1aBHOTO MSACTO HA ASICHOTO KOPOHAPHO MNIAaTHO/NABOTO KO-
POHAPHO NMIAaTHO M PAAKO OT GMOPO3HOTO HEKOPOHAPHO NJaT-
HO.195:529,537-543 EKI" noka3sat TununuHo Wwinpok QRS-Kommnnekc ¢
paHeH npexog BbB V1-V2.537538 [agHO ycnoxHeHve Ha abna-
uMATa B PAMKMTE Ha aOPTHUTE NaTHa € OCTPa OK/y3us Ha ns-
BaTa KOpoHapHa apTepus. o Ta3u NpuumHa e BaxkHO Aa 6bae
NOEHTMOMLMPAH OCTUYMBT Ha NiiBaTa KOpPOHapHa apTepus u/
WNK SACHaTa KOPOHapHa apTepus € aHruorpadus, HTpakapam-
anHa exokapguorpadua unm CT npean abnauuaTa. Tpsbsa ga
Ce CnasBa pas3cTosHMe >6 mm OT CTBOJIA Ha NABaTa KOPOHap-
Ha apTepusa NpU K3MOMi3BaHe Ha KOHBEHLMOHANIHA eHeprusa C
NOCTENEHHO MOKauBaHe Ha MOLHOCTTa. PagKo ce cbobluaBa 3a
yBpeXAaHe Ha aopTHaTa Krana.>> 3acera, yectoTtara Ha yCiox-
HEeHVATA € HIUCKa 1 € Bb3MOXHO Te He BMHaru fja ce cbobuyasar,
TbI KaTo Te3M apUTMUU MO NPUHLMN Ce NPABAT BbB BUCOKO Cre-
umnanunsmpaHu ueHTpose. Mo Ta3un npnunHa, abnauyma Tpsbsa aa
Ce MpaBun camMo Cief] HeYCMeLHO fleYeHne ¢ NMoHe efiuH 6okep
Ha HaTpueBuTe KaHanu (cpepcTtso ot Knac |C).

10.1.4. KamepHu Taxukapguv ot enuKkappHaTa
CTpaHa Ha U3XOA4HUA TPAKT

EnvikapaeH nogxop TpsiGbBa [a ce MMa NpeaBug camo cfieg He-
ycnewHa eHgokapaHa abnaums Ha KT/PVCs ot OT,195:530,539-541,558
MNMoBeueto doKanHm enukapaHu KT nponsxoxaaT B CbCeACTBO
Ha rofiemuTe CbpAeUYHN BEHUN NI KOPOHAPHM apTepun'9>539-541
1 YBpeX[aHETO Ha KOpPOHapHa apTepusa 6yamn Haii-ronsimo 6es-
MoKomncTBo.>31°60-562 MppyexalloTo yXo Ha IBOTO Npeacbpave
1 envKapAHUTE MAacTHU flena MoraT Cblio Aa 6baaTt aHaToMUuHa
npeyka 3a abnayms.

10.1.5. Apyru (BKNIOUNTENHO NYIMOHAJIHM apTepun)
YcnewHata abnauma Ha KT npowusxoxpawa oT nynMoHasnHa-
Ta apTepus e OnMcaHa camo B OTAESHU Cllydan U cepum,>44-546
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BcblHOCT, B Ta3n 061acT HAMa MUOKapA, OCBEH B MyNIMOHan-
HUTE crHycK.>5¢ EKT 3anucy TunnuHo nokassart JIBb ¢ Bucoku R-
3b6UM B JONHUTE OTBEXAAHUA 1 Npexof BbB V4/V5.544->46 Yec-
TOTaTa Ha YCNIOXHEHMATa NpU KaTeTbpHa abnauus, no npuHLMN
M3BbPLUBaHa BbB BNCOKOCMELMANN3MPAHN LIEHTPOBE, € Hens-
BECTHa, NOpaAn Mankua 6poi TakvMBa NaLneHTu.

10.2. KamepHu Taxukapaum ¢ pasnnyeH
npounsxon

JleueHne c Len NpeBeHUMA Ha peLuaNBITE Ha KaMepHa
Taxukapaunsa

Mpenopbkn

KaTeTbpHa abnauusa, u3BbpLUEHa
OT ONUTHMW onepaTopwu, ce npeno-
pbyBa KaToO JieyeHMe Ha MbpBU
1360p NPV CUMNTOMHU MALUEHTU
c nanonatnyHu nesu KT,

346, 347,
563-575

KoraTto KaTeTbpHa abnauus e He-

Bb3MOXHa WU HeXenaHa, npw Tasn

CUMNTOMHU NauWeHTV C mpauona-

TnyHa nasa KT ce npenopbuBa nee:)(:;a
neueHue ¢ 6eta-6nokepu, Bepana-

MUA UK Bnokepun Ha HaTpueBuTe rpyna
KaHanu (cpeacTea ot Knac IC).

JleyeHue c 6eta-6nokepw, Bepana-

MUn unn 6nokepu Ha HaTpueBuUTe Tasn

kaHann (cpepctBa ot knac IC) ce eKc-

npenopbyBa NPU CUMMNTOMHU Ma- nepTtHa
LUMEHTU C NanunapHoO-MyCKysHa rpyna
Taxukapausa.

JleyeHne ¢ 6eTa-6nokepw, Bepana-

MUn UK 6nokepu Ha HaTpueBUTe Tasn

KaHanu (cpepctea ot knac IC) ce eKc-

npenopbyBa NPU CUMNTOMHU Ma- nepTHa
LMEHTU C MUTPanHa v TPUKyCnu- rpyna
flafiHa aHynapHa Taxmkapaua.

KaTeTbpHa abnauva OT ONUTHU
onepatopu nop exorpadcky KoH-
TPON Cnef HeycnewHo nevyeHne
C eAuH unn noseye 6Gnokepu Ha
HaTpreBUTe KaHanu (cpefctBa oT
knac IC) wan npu nauuMeHTn OoT-
Ka3Baly MPOABIIKUTENHA aHTMA-
pUTMMYHA NeKapcTBeHa Tepanus
TpAbGBa Ja ce uma npeasup npwu
CMMNTOMHM NauWeHTn C nanunap-
HO-MYCKYJTHa TaxuKapaua.

576-578

KateTbpHa abnauua OT OMUTHK
ornepatopu cnefi HeycrnewHo fe-
yeHune C eguH unm noseye 6nokepu
Ha HaTpueBUTe KaHanu (cpeacTea
ot knac IC) nnu npu nauneHTn oT-
Ka3Baliy NPOAbIKMUTENIHA aHTWa- lla
pUTMMYHA NeKapcTBeHa Tepanus
TpAbGBa Ja ce uma npeasua npu
CUMNTOMHM MaLMUeHTV C MUTpasiHa
N TPUKYCMWAANHa aHynapHa Taxu-
Kapaus.

534,
579-581

2Knac Ha npenopbKuTe.

®H1BO Ha [OKA3aTe/ICTBEHOCT.
U3TOUHMK(LM), NoAKpPeNALL(M) NpenopbKuUTe.
KT = kamepHa Taxukapaus.

10.2.1. UgnonaTtnyHa neBoOKamepHa Taxukapausa
MoHomopodHa n nonumopdHa nesoctpaHHa KT moxke aa Ha-
cTbnu ¢ 1 6e3 npoanexawa cbpaeyHa 6onect. Te morat ga
6baaT pasnpegeneHn B pasfimyHu rpynu: BepanaMmuia-yyBcT-
BUTeNnHa nABa ¢dacumkynapHa KT, 6egpeHa pueHTpu Taxu-
Kapaus, nHtep-dacunkynapHa KT n ¢okanHa Purkinje KT.582

Haii-uectata dopma e naBa 3apgHa dacumkynapHa KT
(>90%) HacTbnBalwWa Npy Mnagn nayneHTn 6es CTpyKTypHa
cbpheyHa 6onect. Ha nosbpxHocTHata EKI nABaTa 3agHa
dacumkynapHa KT mnsrnexpa ¢ mopponorua Ha [1bb, ropHa
oc n TeceH QRS-komnnekc. KateTbpHa abnauuna B cneyma-
NM3MpaH LeHTbp ce npenopbyBa KaTo ieyeHne Ha NbpBu
nsbop, Tol KaTo naBaTa 3aAHa ¢dacuukynapHa KT 3acdara
npeAUMHO MNaAmn NauMeHTn, a AbArOCPOYHOTO MeMKaMeH-
TO3HO NeyeHune c Bepanamui He e epeKTUBHO.°%37¢7 YecTo-
TaTa Ha peunauBnuTe cnep ycnelwHa abnayna sapupa ot 0 go
20%.564,5687570

NlAaBaTta npepHa ¢acumkynapHa KT u nAaBata ropHo-
centanHa ¢acumkynapHa KT ca cboTBeTHO OTroBOpHM 3a
<10% un <1% ot neBuTe dacuukynapHu KT. B noBbpxHOCTHa-
Ta EKI naBata npepHa pacuymkynapHa KT ce xapakTepusnpa
c mopdonorua Ha [Ibb n aAcHa enekTpuyecka oc, [JOKAaTo
nAaBaTa ropHo-centanHa ¢acuymkynapHa KT noka3Ba TeceH
QRS-Komnnekc n HopManHa oC UK JACHa eneKkTpryecka oc.
W npu peaTta Buaa KT ce npenopbyBa KaTeTbpHa abnauua
KaTo nevyeHve Ha Nbpeu U3bop B cneynanusupaHn abna-
LUMOHHU LeHTpoBe.””'-573

BeppeHa pueHTpuW Taxukaphma ce ycTaHOBsiBa OOMKHO-
BEHO MPW MaUUeHTV C NpejLecTBaly BbTpeKamMepHU npo-
BOJAHW HapyleHUA, KaTo YAbIXKEH UHTepBan Xuc-kamepa
unu 6eapeH 610k.346347.574 BefipeHaTa pUEHTPU-TaxnKapama
e NoAaTtNMBa Ha KaTeTbpHa abnauua unu B pamknTe Ha nAa-
BOTO 6egpo, unu (no-4ecTo) ¢ abnauma Ha gAcHOTO 6eapo,
noHe B cneyuann3npaHnTe LEHTPOBE, YeCTO BOAN O HEUH-
AYUVPYEMOCT 1 MOXe Aa Ce CuMTa 3a M3fekyBsalya.3*6:347.575
Mo NpuHUMA, NPX HOPManHU Cbpua HAMa NokasaHuaA 3a no-
cTaBaHe Ha ICD.

10.2.2. MNanunapHo-MycKysiHa KamMepHa Taxukapaunsa
Mavonatnyun KT wvnn PVCs morat ga Bb3HMKHAT B K nnn
JIK nanunapHu Myckynu npu mManbk 6poii nauueHTn.>’6-578
KoraTo npousxoxpgaT oT fIeBUA 3afeH NanunapeH MycKys, Te
06MKHOBEHO ce MaHudpecTupat ¢ mopdonorusa Ha [1bb n naga
UM gAcHa ropHa oc Ha QRS u wupuHa Ha QRS-Komnnekca
>150 mc.>’8 B clyyain Ha iMnca Ha OTroBop KbM 610Kepy Ha
HaTpueBuTe KaHanu (cpegctsa ot knac IC) n/unn 6erta-6n0-
Kepw, KaTeTbpHaTa abnaumsa Ha PVCs unun KT npownsnusawm
OT NanunapHuTe Myckynu e ebeKTnBeH MeTog Ha neuyeHme.>’®
CrabunmsmpaHeTo Ha KaTeTbpa No BpeMe Ha MenuHr n abna-
uma B obnacTta Ha NanunapHUTe Myckynu e obaye TpymHo.
CnnHo npenopbuMTeneH e TpaHCCenTasHUA JOCTbM U HAaCcoY-
BaHeTO upe3 MHTpakapAunanHa exokapauorpadua. Mutpan-
HaTa peryprutauua cnep ycnewHa abnayma e noTeHUManHo,
HO PAAKO YCNOXHeHue.

10.2.3. AHynapHa KamepHa Taxukapaua (mutpanHa

1 TpUKycnupanHa)
MuTpanHuUAT NpbCTEH e OTroBOpPeEH 3a ~5% OT BCUYKN nan-
onatuyHy PVCs n KT.33479-581 QRS-KoMMnnekcbT 06MKHOBEHO
e c mopdonorus Ha [16b, nocTtosHeH S-3bbel B oTBEXAaHe V6
M npekopavaneH npexof Ha R-3bbeua B oTBexgaHe V1 unn
B HAKOM cnyyam mexay V1 n V2. lMpomnsxod oT Tpukycnugan-
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HUA NPbCTEH ce onuceaT B A0 8% OT BCUYKM MAMONATUYHN
KT n PVCs.581 TaxvkapanAata 06MKHOBEHO UMa mopdonorus
Ha JIBb n naBa enekTpuyecka oc. B cnyyan Ha HegocTaTbyeH
OTroBOP KbM aHTUapPUTMUYHK cpefcTBa oT Knac IC n/unu 6e-
Ta-6nokepw, KateTbpHaTa abnauna (M3BbpLIEHA B Cneuuanu-
3MpaHN LLleHTPOBE) B MACTOTO HAa Hall-paHHa akTUBaLMA v B
MACTO € NnepdeKTeH Nenc-menuHr e epeKTUBEH MeTOf Ha Ne-
YeHue Npv MUTPaNHW, KaKTO 1 NPU TPUKYCNUAANHN KaMepHU
Taxukapgmu.’s'

10.3. MagnonaTyHO KaMepHO MbXKAeHe

JleueHne npunnanonaTu4yHoO KamMmepHoO MbXKaeHe

Mpenopbkn Knac® | HusoP /EL S
MNocTtaBaHe Ha ICD ce npenopbuBa

npy nNauneHTn NpexmnBannm unam- 154, 583
onaTtnyHo KM.

KateTbpHa abnayms Ha PVCs, paBa-

WK Havano Ha peunansupawo KM 467
BOJeLWO A0 BKAYBaHe Ha ICD, ce 584587
npenopbyBa, KOraTo ce n3BbpLIBa

OT ONUTHY onepaTopwu.

KateTbpHa abnauua Ha PVCs, Bo-

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

2Knac Ha npenopbKuTe.

®HMBO Ha fJOKa3aTeNCTBEHOCT.

U3TOUHMK(LK), NoAKpPenALL(M) NpenopbKuTe.

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

MaovonatnyHoto KM e pgmarHosa upe3 uU3KI4YBaHe, HO
MOKe B 6belle fa ce NpoMeHu, nopaamn no-gobparta gmar-
HOCTMKa Ha NoanexawmTte CTPYKTYpHU cbpAaeyHn 6onectu
WA HOBW JaHHM 3a fedeKTn Ha NOHHUTe KaHanu. MNpeno-
pbKaTa 3a nocTaBsaHe Ha ICD c uen BTopnYHa NpeBeHLUsA e
KaTeropuuHa.

AHTMapuUTMUYHaTa Tepanusa ¢ 6eTa-610Kepn n/mnu Knac
Il aHTVAapPUTMUYHM CpeACcTBa MOXe MOTEHUMWANHO Aa Hama-
N1, HO PAAKO fa NpefoTBpPaTW enn3ofuTe Ha PeKYpPEeHTHO
KM.’>* Mpu naymeHtn ¢ KM 1 nognexauwa cTpyKTypHa cbp-
JeyHa 60necT, KakTo M NpWU NaumeHTn ¢ ngmnonatnyHo KM
MOraT KaTo NMYCKOBW MeXaHW3MW W NoTeHUuManHu Lenn Ha
KaTeTbpHa abnauyns ga 6vpat ngeHtuduymparn PVC npons-
nn3alm oT pasnnMyHM MecTa B cuctemata Ha Purkinje unm ot
RVQT.467.584-588 KateTbpHa abnauus Ha PVC, npeamn3smnksaLym
KM, TpsabBa fa ce nma npeasug npy nauMeHTn C YecTu enu-
3041 Ha KM, HO pa3umMTa Ha Hanmume Ha TakMBa eKCTpacuc-
TONW MO BpeMe Ha npouefyparta, NpeanMHO c/ief enu3oa Ha
KM nnun 6ypsa ot KM. MNpun nauneHTn 6e3 cnoHtaHHn PVCs ce
npenopbyBa MNpea-vHTepBeHUMOHHA 12-KaHanHa XonTtep-
EKT 3a joKkymeHTMpaHe Ha MopdonornaTa Ha eKkcTpacucTo-
NINTe N HacouBaHe Ha abnaynaTa.

CbobuwaBa ce 3a 82% AbnrocpoueH ycnex, aeduHmnpaH
KaTto nunca Ha KM, nonumopdHa KT nnun BCC, cnep nepuopg
Ha npocnegABaHe >5roguHun.” 888 HezaBncumo ot pesynra-

TWTe OT KaTeTbpHaTa abnauunsa, BCMYKM NAaUNeHTU C uamona-
TuyHo KM noanexat Ha nocTtaBsaHe Ha ICD.

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

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

Mpenopbku

ICD ce npenopbyBa Npu NaymeHTn
CcbC curypHa amarHosa TdP ¢ Kbc
CBbpP3BaLYy MHTEPBa.

MHTpaBeHO3eH Bepanamun Tpab-
Ba /la Ce B3eme npeasuj 3a ocTpo
noTucKaHe/npeBeHUNA Ha enek-
Tpuyecka 6ypsA UIm NoBTapsaLm ce
ICD-pazpagw.

590, 591

KateTbpHa abnaums Tpsabsa pna
ce uma npeasug 3a AbAroCPOUHO
noTuckaHe/NpeBeHUMA Ha enek- lla
Tpryecka 6ypa unm nosTapaAwm ce
ICD-pa3pagw.

586

2Knac Ha npenopbKuTe.

"H1BO Ha JOKA3aTeNCTBEHOCT.

U3TOUHMK (LK), NoAKPeNAL (M) NpenopbKUTe.

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

TdP c kKbc Kynnupaly nHTepBan e pAAbK BapuaHT Ha nonu-
Mopo¢Ha KT ¢ HensBecTHa eTuonorus. TdP ce xapakTepusupa
¢ TunnyHa EKT nop popmata Ha HeegHOpoOAHa, HO OpraHn3u-
paHa enekTpuyecka akTMBHOCT C NMPOrpecrvBHU NPOMEHU B
mopdonoruaTa, amnnutyaaTta n nonaputeta. TdP ¢ Kbc Ky-
nnupaw nHTepBan ce xapakTepmsnpa C U3KNIOUNTENIHO KbC
CBbp3Ball MHTepBas Ha MbpBaTa KaMepHa eKcTpacucTona
(<300 ms) paBalla Hayano Ha TaxvmkapauATa. Ta 3acara npe-
AVIMHO MNaAn naumMeHTn, KouTo cbobLiaBaT YecTo 3a HemssAc-
HEeH CMHKOM 1 MO3UTKWBHA dpamMuiiHa aHamHesa 3a BCC. 28959
B noseueto cnyuan TdP gereHepupa B KM. Bbnpeku ye me-
XaHW3MnTe BCe olle He ca fobpe M3ACHeHU, Moxe 6u uma
HAKakBa Bpb3Ka ¢ AncbanaHc Ha aBTOHOMHaTa HepBHa CUC-
Tema.””? NHTpaBEHO3HUAT Bepanamusi Usriexaa eauHcTee-
HOTO NEeKapCTBO, KOETO MOXe Jja MOTUCHE apUTMUATA, HO He
Hamansaga pucka ot BCC.>%%%°" CboTBETHO MOCTAaBAHETO Ha
ICD e cunHo npenopbuntenHo.”®® B cnyuan Ha peunans Ha
KA c nyckoB mMexaHW3bM MOHOMOPQHU eKCTPacucToNn, Bb-
npekn MmegMKameHTo3HaTa Tepanua, TpAOBa KaTeropmyHo aa
ce 06CcbAamM KaTeTbpHa abnaymna. MnweHa Ha abnauuaTta e PVC
JlaBalla Hauano Ha TdP.
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11. Bb3nanutenHun, peBMaTU4YHN
M KNanHu cbpaevHn 6onectn

Moaxoa Kbm KaMepHU aputMmum npmn Bb3naauntesiHn

cCbpAaevYHn 6onectn

Mpenopbkn

MpenopbyBa ce NaLMEHTH C KUBOTO-
3aCTpallaBalla KapTuHa Ha NpoAbA-
XWUTeNHa KamepHa TaxvaputMmusA B
KOHTEKCTa Ha KIIMHWYHO CYCrneKTeH
MWOKapAWT fa Ce Haco4BaT KbM Cre-
LManuanpaHn LIEHTPOBE C Bb3MOX-
HOCTW 3a V3BbPLIBAHE HA XeMOAW-
HaMUYHO MOHUTOPUPAHE, CbpAeYHa
KateTepusauva 1 eHAOMUOKapAHa
6rioncua 1 3a U3MNon3BaHe Ha Mexa-
HUYHW YCTPOCTBO 32 KapAMOMYSIMO-
HafHO NoAnomaraHe v cneumanmsu-
PaHU aHTUAPUTMUYHY Tepanum.

MNocTaBAHe Ha BpemeHeH new-
CMeNKbp Ce npenopbyBa Mpwu
nauueHTn ¢ 6paavkapauna w/vnm
cbppaevyeH 6nok, AaBalyy Havano
Ha KA, no Bpeme Ha ocTpaTa dasa
Ha MrMoKapAUT/NaHKapanT.

AHTMApUTMWYHA Tepanua Tpabsa
fla ce vMa NpeaBuA Npuv NaumeHTy
CbC CUMNTOMHA HEMNpPOAb/IKNATEN-
Ha unu npoabxnTenHa KT no Bpe-
Me Ha ocTpata $asa Ha MYOKapANT.

Knac®

Huso®

U3t

593-596

493,594

594

MocTtaBaAHe Ha ICD nnu nencmen-
Kbp Npu NaunMeHTn ¢ Bb3nanuTen-
HU CcbpaeyHn 6onectn TpsbBa Aa
ce MMaT npeaBua cnep npemuHa-
BaHe Ha OCTpMA enn3oa.

593,597

Mpy NaymeHTn ¢ xeMoANHaAMNYHO
KOMMpoMeTMpalla Npoab/xXuTen-
Ha KT, HacTbnBalya cnep npemmnHa-
BaHe Ha oCTpuTe enusoau, Tpabea
na ce obcban nocrtaBaHe Ha ICD,
aKO OYaKBaHaTa NPeXnBAEMOCT Ha
nauveHTa e >1 roguHa npu Ao6bP
dyHKLMOHaneH cTaTtyc.

Ledunbpunatop-xKunetka Tpsabsa
fla ce VMa npepBug KaTto npexop
[l0 MbJIHO Bb3CTAaHOBABAHE UKW A0
mmnnaHTupare Ha ICD npu nauu-
€HTW Cnep Bb3NanuTeNHn Cbpaey-
HM 6onecTu ¢ ocTaTbyHa TexKa JIK
ANCOYHKUMA N/Mnn KamepHa enek-
Tpryecka HeCTabuHOCT.

598,599

MmnnanTrpaHe Ha ICD moxe pa ce
1Ma npegBuA Nno-paHo npu naum-
EHTW C TMraHTOKNeTbYyeH MUOoKap-
OVT WAN CapKOWAO3a, KOMTO ca
MManu KomnpomeTrpalla XxeMmoau-
HaMuKaTa npogbmkuTenHa KA nnm
npeKbCHAT CbpAeYeH apecT, nopa-
an HebnaronpuATHaTa MNpPOrHo3a
Ha Te31 CbCTOAHUA, aKO MOXe fja ce
0OYaKBa MpPexnBaAemocT >1 roavHa
npv Bo6bp GyHKLMOHANEH CTaTyC.

11b

600

JlleMOHCTpauma Ha nepcucTupaLym
MWOKapAHW Bb3MaJUTENHN  UH-
bunTpaTM C MMyHOXMCTONOIMYEH
meTof W/Wnu naTonornyHa Jloka-
nusmnparHa ¢ubposza ¢ CMR cnep
OCTbP MWOKapAUT Moxe fa ce
“Ma npefBuf KaTo AOMbAHUTENEH
nokasaTesl 3a MOBULWEH PUCK OT
BCC npwu Bb3nanutenHa cbppeyHa
6onecr.

IIb 601

2Knac Ha npenopbKuTe.

"HuBO Ha fOKa3aTeNCTBEHOCT.

U3TOUHKK(YK), NoaKpenALw(1) NnpenopbKUTe.

CMR = cbppeyeH (AappeHo-)MarHmTeH pesoHaHc; ICD = nmnnaHtTupyem
KapavosepTep aedunbpunartop; JIK = nesokamepHa; BCC = BHe3anHa
cbpaeyHa cmbpT; KA = KamepHa apuTmus; KT = KamepHa Taxukapaumsa.

11.1. Mnokapagur

MroKapauTbT e MaTonornyeH pesyntat OT MMOKapaHa WH-
bekuma n/vnn aBTOMMYHHO CbCTOAIHME, KOETO MPUUMHABA aK-
TUBHa Bb3nanuTesHa JecTpyKuusa Ha muoumTu. ETmonornuHo
MOraT fia y4acTBaT LUMPOK CMEKTbP OT UHOEKUMO3HM areHTu,
BKIOUUTENIHO BUPYCK, BaKTepuu, xnamuanu, puketcum, dyHrmn
1 NPOTO30a, KAaKTO M TOKCMYHUN peakummn 1 peakumun Ha CBPbX-
uyBcTBUTENHOCT.5%° EHTepoBupycu (Coxsackie B), ageHoBmpycy,
napsoBupyc B19 n yoBewwKkn xepnec BUpyc Tun 6 ca cped Haw-
yectute nNpuunHUTENU. MMoKapauT moraT fa nosydaT v nauu-
eHTU ¢ HanpegHanu HIV nHpekumn, nopagmn KapanoToKCUYHOCT
C KNeTbyHa anonTo3a, MHAYyUMpaHa OT BUPYCEH MNKONPOTENH
120, ONOPTIOHUCTUYHUN NHDEKLMM, aBTOVMYHEH OTrOBOP, JleKap-
CTBEHa KapAMOTOKCUYHOCT U Bb3MOXHU XpaHUTeNnHN aeduun-
TVI_609,610

TUNMYHUAT MUKPOCKOMNCKN 06pa3, Heobxoaum 3a AMarHo-
3aTa Ha MWOKapAMTa, ce CbCTOM OT HanMume Ha Bb3nanuTesnHn
KNeTKM 3aefHO C HeKpoTMYHU muoumnTu. Cnopen foknaga Ha
CBeTOBHaTa 3paBHa OpraHM3aLms, MMOKapAUTBT ce fAedurHupa
KaTo Bb3nanuTesnHo 3abonsasaHe Ha M1oOKapAa AvarHocTuympa-
HO upe3 yTBbpAeHW XUCTONOrMYHU, UMYHONIOTUYHU U UMYHO-
XNCTOXUMUYHU KpuTepnn.S'! B cblyma AOKYMEHT MUOKAapANTLT,
CBBP3aH CbC CbpAeyHa ANCPYHKLMSA, ce Hapuya Bb3nanuTenHa
KapAMomMmonaTua, KaTo CbOTBETHUTE yKa3aHuA Ha ESC npeno-
pbusat ynotpeba v Ha gBeTe gednHULMn.>>

Taka, eHgoMuMoKapaHaTa 6roncmua ocTtaBa 3naTeH CTaHAapT
3a OKOHYaTesHaTa AMarHo3a MUoKapauT 1 TpsabBa fa ce Hanpa-
BW, 0COOEHO NP NaUMEHTN C XKMBOTO-3acTpallaBaly xoa Ha 60o-
nectta. CMR ce npeBpblya B pyTUHEH METOA U € YyBCTBUTENEH
HenHBa3VBeH TecT 3a MOTBbPXKAAaBaHE Ha OCTbP MUOKapAWuT,
Jaxe npeau eHaomumokapgHata 6uoncusa. OCHOBHM TecToBe
Ha NbpBU 1360p 3a NOTBbP)KAABaHE HA AMarHo3aTa Npu nauu-
€HTW C KNIMHWYHA KapTunHa, CbBMECTUMa C MUoKapauT, Tpabsa
fa 6bpat 12-kaHanHa EKI, TpaHcTopakanHa exokapauorpama
W M3cnefBaHe Ha KOHLUEeHTpauuATta Ha Guomapkepute (BKIto-
YNTENTHO TPOMOHMHM), CKOPOCT Ha yTasBaHe Ha epuTpoLuTUTe
n C-peakTUBEH NpoTeunH. [lnarHosata MMoKapauT Tpabea ga ce
OCHOBAaBa Ha KputepuunTe 06061eHn ot Caforio et al.>*3

B ocTpata ¢asa Ha 6onecTTa MMOKapAUTLT MOXe fa 6bae
6€3CMMNTOMEH MW A MMa Hepas3no3HaT HecrneunpuueH xoga,.
MpeaBua ManurHeHUTe apuTMMU CBbP3aHU C MUOKApPAWUTa,
TpA6Ba Aa 6bAAT pasrpaHnyeHn ABa KIMHUYHU MoAena:
+  OcTbp dyNnMUHAHTEH MUMOKapAUT ¢ pedpakTepHU ManurHe-

HW KaMepHW TaxMapuTMnn B YCNOBKATa Ha TexkKa ocTtpa CH

1 HebnaronpurATHa KPaTKOCPOUHa NPOrHo3a C paHHa CMbPT,

nopagn MynTMcMcTeMHa HeJOCTaTbYHOCT.
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« [lpogbmKmTenHa eBONIOUNA Ha Bb3MNanuTesiHa KapauomMu-
onatua c JIK ancoyHkuma n Bucok puck ot BCC, nogobeH Ha
To3u npw AKMT.

11.1.1. OcTbp N pyNnMNHAHTEH MNOKapAUT
OBnapasaHeto Ha CH 1 noTeHuWanHo ¢atanHMTe apUTMUKN e
OCHOBHA KJIMHMYHA Uen npu oCcTbp MUOKApAMWT. MaymeHTn ¢
byNMUHAHTEH MMOKAaPAUT UMAT BUCOK OCTbP NeTanuTeT U HOCAT
BMCOK PUCK OT XMBOTO3acTpallaBaly peppakTepHN KamMepHU
TaxvaputMmmmn. Mpu NauneHTN C HayanHa KAMHWYHA KapTUHa
Ha CH, HacouyBawa Kbm nbpBa m3aBa Ha AKMIT n npn konto
ce nofo3npa Bb3MOXEH WM BEPOATEH OCTbP MUOKAPAMT, ce
npenopbyBaT NoAAbPXKalM MepKW C yKasaHue 3a nsbarsaHe
Ha HaToBapBaHMA 1 ynoTpeba Ha $apMaKoNorMyHoO nevyeHue,
BKJIIOUBALLO HEBPO-XOPMOHaHa 6nokaga ¢ ACE MHxméutopm un
6eTa-6nokepu. MporpecnBHN KMHETUYHN HapyLUEHUA C BNOLWa-
BaHe Ha JIK dyHKUuMA B exoKapanorpamaTa, nepcuctTmpatyy nim
bNyKTyMpawm KoOHUeHTpauum Ha CbpaeyeH TPOMOHWH, pa3Lun-
pABaHe Ha QRS-kKomnnekca n yecta HenpogbmxutTenHa KA mo-
raT fa NpeAawecTsaTt NPoAb/IKUTENHATA )KMBOTO-3acTpallaBalla
ApUTMMA B YCIIOBUATA HAa OCTbP MUOKapAUT.>4612

MaumeHTn c KA nnn cbppeyeH 610K B ycnoBuATa Ha oCTbp
MUOKapAMUT Ce HYX[aAT OT npoab/xuTenHo EKI-moHnTopmrpa-
He n TpAbBa pa 6baat npueTtn B 6onHMUa. JlaimckaTta 6onect
N oNGTEPUNHNAT MUOKAPAUT Ca YeCTO CBBbP3aHU C PasINYHK
CTENeHN Ha CbpAeYeH 610K, KOWTO CbLLO MOXe Aia NpeaM3BMKa
Ha KaMepHM TaxmapuTtmun. Mo Tasn NpuYrHa, NpU NaumeHTn ¢
OCTbBP MUOKaPANUT, KOUTO Ce ABABAT CbC CUMMNTOMEH CbpheyeH
650K (KakTo 1 Npu ApYyry NPUUYNHK 3a OCTbP CUMMATOMEH Cbp-
JeueH 6/10K) ce NpenopbyBa MHCEPLMA HAa BPEMEHEH Nelncmen-
Kbp. MNelicnpaHe ce npenopbyBa NpY NALMEHTU CbC CUMATOMHA
ancdyHKUMA Ha crHycoBuA Bb3en unu AV 6nok cnep Mmmokap-
OWT (KaKTo M Npy ApYry NPUYUHK 3@ AUCOYHKLUMA HA CUHYCO-
BnA unn AV Bb3en). KamepHute TaxmaputMmmn, npoBOKMpPaHU
OT BUCOKOCTeneHeH AV 610K, M3MCKBaT NOCTaBAHE Ha Bpeme-
HeH nencmenkbp. MNpu pa3sutre Ha nepcucTmpaly AV 650K ce
npenopbyBa NOCTOAHHO NeincrpaHe. M360pbT Ha YyCTPONCTBO
obaye TpaAbBa fa oTpa3saBa HaNMUMETO, CTENEHTA U NPOrHo3aTta
(nporpecusa nnm perpecus) Ha JIK ancoyHkuma ¢ uen aa 6bae ns-
6paH noaxogAw nencmenkbp mnm ICD ¢ nnmn 6e3 Bb3MOXKHOCTH
33 CbpAeyHa pecrHxpoHusauma. MNopagn HebnaronpuATHaTa
NPOrHo3a Npu NauneHTN C FMMraHTOKeTbYeH MUOKaPAUT UK
capKoupo3sa, UMnaHTauua Ha UMMYNCeH reHepaTop MoXe Aa ce
“Ma NpeaBua No-paHo Npu Tasun nauneHTn.”*°

QyNMUHAHTHUAT MUOKaPAUT € OTAEeNHA KNIUHWYHA eauHMLA
C HebnaronpuATHa KPaTKOCPOYHa, HO OTHOCMTENHO Jo6pa AbN-
rocpoyHa NporHo3a. PeppaktepHmTe NPOLBIKUTENHN APUTMUN
ca TMNMYHK 3a ynMrHaHTHaTa dopma Ha MrokapauT. CbrnacHo
eVH AMOHCKN PerncTbp, KPaTKoCpOUHaTa NpeKmMBAeMOoCT nNpu
nauveHT ¢ GynMMHaTEH MUOKapAUT e Guna camo 58%.%9>613

Hal-uecta npogb/ikutenHa aputmma e 6una KamepHata
Taxvkapgua npu 2148 geua ¢ ocTbp mMuokapgut, 76% ot 314
cnyyas c apuTMusA B xofa Ha 6onectTa. NauuneHTuTe C Npoabn-
XUTENMHN apUTMUK Ca MMaN MHOFO BUCOK PUCK OT CbpheyeH
apecT, HyXfJa OT MexaHW4YHa LMpKynaTopHa nogkpena w/unm
YyecT daTaneH Kpall B CpaBHeHME C naumeHTuTe 6e3 aputMmm
[OR 5.4 (95% Cl 3.9, 7.4), P <0.001].>%

[MraHTOKNETBYHUAT MUOKAPAUT e TexKka popma Ha mMu-
OKapAWT C ApamaTMyeH KIMHUYEH XOf, YeCTo 3acAraly miagu
nauuneHTn. [lnarHo3aTa ce NOTBbPXKAaBa C EHAOMUOKapAHa 6u-
OMCKUA MOoKasBalla HanMume Ha TUNUYHN MHOTOSAPEHN TUraHT-
CKW KNEeTKN BbB Bb3nanutenHuTe nesuun. MNayneHTnte morat aa
pa3BuAT CbpheyeH 610K, Hanarall NocTaBsHe Ha BPEMEHEH UK

NocToAHeH nencmenkbp. PedppakTepHuTe enektpryeckn ypu
¢ HenpekbcHaTa KT unn KM umat ocobeHo HebnaronpuATHa
MPOrHo3a, BbMpeku ynotpebaTa Ha arpecBHa aHTAPUTMMUYHA
neKapcTBeHa Tepanus.

M3HeHaaBallo, B peTpoOCNeKTUBHO MpoyyBaHe cpef Bb3-
pacTHU NauueHTn cnep oCTbP MUOKAPAWUT, Te3n C GyNnMUHAHT-
Ha ¢dopma ca umanum no-gobpa AbAroCpPoYHa NPOrHo3a oT na-
uneHTUTe C HedynMmHaHTeH mmokaaut. Cneg 11 roguHmn 93%
OT MauymeHTnTe C GYIMUHAHTEH MUOKapAWT ca 6unu xmem 6e3
CbpfeyHa TpaHCMnaHTauus, 3a pasfivka ot camo 43% oT nauu-
eHTUTE C HepynMMHaHTHA popma.®™

ArpecrBHa XxemMofMHaMMyHa MoAgApbXKKa C MomoliTa Ha
nepKyTaHHa KapAavonysMOHanHa nofkpena Wan MHTPaaopTHa
6asioHHa Nomna B AOMb/IHEHNE KbM NTEKapCTBEHaTa Tepanus ce
npenopbyBa NpY NaLMEHTN C OCTBP UNN GYIMUHAHTEH MUOKApP-
VT 3a NpeMrHaBaHe npes JpamaTiyHaTa, HO YecTo m3neynma
¢da3a Ha 6onecTTa. MNepKyTaHHa KapAMoNynIMOHanHa noakpena
Tps6Ba Aa ce NpuNoxu, ako pedpaktepHata KT nnn KM He oTro-
BOPY Ha TPM [0 NeT onuTa 3a fepmbpunaums.”

BaxHaTa Bpb3ka Mexay HeanarHOCTULMpaHUA MUOKap-
ant n BCC ce noguepTaBa OT NOCT-MOPTEM AaHHM, KOUTO YCTa-
HOBABAT JaHHM 32 MMOKapAUT C yecToTa 8.6-44% npu mnagun
xopa ¢ BCC.6">-5'8 Panko Mma aaHHY 3a NpUYMHABALLMA GaKTop.
Chlamydia-mrnokapaunT e 6un 06BUHEH 3a BHe3anHaTa CMbPT Ha
50T 15 Mnaau WBeACKN ENUTHU CbCTe3aTenm (Mo OpueHTMpaHe)
cnep vaeHTMdMKaLmMa Ha xnamuauinHa PHK B TexHuTe cbpua.s’®

Mo Bpeme Ha ocTpaTa ¢a3a Ha MMOKapAUTa UMMIaHTaumATa
Ha ICD TpabBa fa 6bae OTNoXeHa A0 NpeMrHaBaHe Ha oCTpuA
enn3opf. Tbil KaTO MUOKAPAMTBLT MOXe Aa 03[paBee HambJHO,
nokKasaHusTa 3a nocTtaesHe Ha ICD 1 n36opbT Ha NoAXOASAL MO-
MEHT OCTaBaT NPOTNBOPEUMBIM JOPU U Cried ocTpaTa ¢asa. Obe-
L|aBalla TepaneBTUYHa ONUMA NPU NaLUEeHTN C M1okKapaut n KT
unn KM ce oka3Ba NoacurypAaBaHeTo Ha KPUTUYHUA NpexofeH
nepuoA 0 MbAHOTO Bb3cTaHoBABaHe upe3 WCD.>%%5%° Hanu-
yneTo Ha manurHeHa KA unu cbpaeyeH 610K Npu ruraHToKne-
TbUeH MMOKapAnUT UIKN CbpheyHa capkouaosa 61 Mormio aa Ha-
NIOXKN NO-PaHHO nocTtassAHe Ha ICD, nopagn N3BeCTHUAT BUCOK
PYICK OT PUTBMHA CMbPT UK HY»XKa OT TpaHcnnaHTauma. 500

11.1.2. MuokapauT Bogell 40 Bb3naantenHa
Kapavnomvonatuns

MwnokapautsT ce ngeHTUGMUMpa Kato npuurHa 3a JKMI B go
10% cnyyanTe B rofiemMmv NPOCNeKTUBHY cepun. BaxkeH e GakTbT,
Ye Bb3ManuTeNHaTa KapAMOMMONATUA yyacTBa B NaToreHesaTta
Ha [JKMIT c nowa nporHo3a. B npoyusaHua ¢ gbnrocpoyHo npo-
cnepABaHe Npu naumeHTn ¢ ocTbp MnokapanTt OKMI ca pa3su-
n 21% ot Tax.52°

Ot gpyra cTpaHa, B MMOKapaa Ha fiBe TpeTu OT nauueHTuTe
¢ ,mpuonatnuHa” JIK gucdyHkuma e ngeHtndrumpaH BnpyceH
reHom. Helo noseue, nepcuctmpallata CbpaeyHa BUPYCHa WH-
dekumns moxe fa 6bAae rnaBHa NprYKHa 3a nporpecusHa JIK guc-
byHKUmA npu naumentn ¢ AKMI 1 cycnekuma 3a npegluecTsaly
MunoKapanT.®?! Tesun HabnoaeHns obaue He ce NOTBbPXKAABAT OT
Kindermann et al.,>®” KOMTO ca yCTaHOBMAN UMYHO-XUCTONOTNY-
HW AaHHW 33 Bb3ManuTeNHM MHOMATPATK B MUOKapAa KaTo oc-
HoBeH (aKTOpP CBBP3aH C TPY MM NOBEYE MbTU MNO-BUCOK PUCK
OT CbpAeYHa CMBPT WM CbpheYHa TpaHcnnaHTauma. 3a 5-ro-
AViweH Cpok Ha npocneasasaHe 61% ot nayueHtute B Il nnn IV
dyHKumoHaneH knac no NYHA c no3uTrBHa MMyHOXMCTOMNOrWA,
KOWTO He ca nony4yaBanu 6eta-6nokepHa Tepanus, ca nounHanm
1K ca 6UNK NOANOXKEHN Ha CbpAeYHa TpaHCNnaHTauma.>”’

Mpy nauneHTM C [JOKYMEHTWpPaHa CUMMTOMHa MpPOAbBI-
xutenHa KT ¢ HesicHa eTnonorua Tps6Ba Aa ce nogosnpa Mu-
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okapauT, a nscnegeaHeto ¢ CMR moxe fa paskpue abHoOpMHa
$unbpo3Ha MmMoKapzHa TbKaH, JloKanm3mpaHa YyecTo B cybenu-
KapAHWTe U MHTpaMypanHuTe 30HK. B koxopTa oT 405 nauymeHTn
CbC CyCneKTeH MUOKapAUT BCUYKM NaLMEHTM, KOMTO Ca NOYNHa-
NN BHe3anHo uan ca umanu npexkbcHaTta BCC nnum ICD-pa3spaa,
ca UMann NaTonornyHa Haxogka B muscnegsaHeto cbc CMR.6
Hackopo 6ele onncaHa ycnewHa pagnodppeKBeHTHa KaTeTbp-
Ha abnauwms Ha enuKapaHM apuTMoreHHu GoKycy Npy MrUoKap-
anT.622

MeAnKaMeHTO3HOTO neyeHWe Ha apuTMUUTE MpPW nauu-
€HTV C Bb3nanuTenHa 60necT Ha CbpLETO He ce pa3fnnyaBa oOT
obuwonpuetnte KNMHUYHU NpUHLMNK. NoaxoAabT KbM apUTMu-
ATa N3BbH ocTpaTa dasa TpAbGBa Aa CbOTBETCTBA Ha CerallHnTe
npenopbky Ha ESC npu apuTMnA 1 3a UMNAaHTaLmnA Ha yCTpown-
cTBa nNpu xpoHunuHa CH.8 Mo npuHuwmn, nokasaHusTa 3a ICD npwu
Bb3MNanuTenHa KapAMoMmMonaTraA ca CbLyMTe, KaKTo NPW Hemcxe-
MuyHa JKMI1. Kato BTopunyHa npeseHuma Ha BCC, nmnnaHTa-
umA Ha ICD npw nauneHTV C MMOKapAWUT Ce NpenopbyBa cnep
cbpAaeyeH apect nopaan KM nnu cneg cumntomHa KT. CRT-D ce
npenopbyBa KaTo MbpPBUYHA NPeBEHLMA NPY NaLMeHTH C Hapy-
weHa JIK pyHKkuma (JIKOU <35%) v JIbb BbB dyHKLMOHaNeH Knac
-1V no NYHA.2 Tbi1 KaTto JIK pyHKLMA MOXe aa ce nofobpu ¢
BPEMeTO Npu NaumMeHTn C Bb3nanuTenHa KapanomuonaTusa, no-
paau ecTecTBeHaTa eBoMlOLMA Ha 6onecTTa U/uny NOAXOAALLA
Tepanua 3a CH, He e Noka3aHO NpeXAeBPeMeHHOTO NoCTaBAHe
Ha ICD/CRT-D.

11.2. EHpoKapauTt

KA npu nHGEeKUMO3eH eHaoKapauT ca NPeANKTOPU Ha MHOTO
nowa nporHo3a.®?® Hama o6aue crieyndnuHn NpenopbKX 3a
NOAXoAa NPU TAX, OCBEH 0bwuTe NpuHUmMnu. O6pa3syBaHeTo Ha
abcuec Ha KnaneH NpbecTeH (MO-4ecTo Ha aOpPTHIA, OTKONIKOTO
Ha MUTPasHKA) MOXe Aa AoBede A0 cbpaeyeH 610K OT MbpBa
UnK BTOpa cTeneH. HoBOBb3HUKHANVAT CbpaeyeH 610K npu na-
LIMEHT C eHAOKAPAWT TPAGBA Aa MOPOAM KITMHWUYHO CbMHEHNE 3a
abcuec. OCTPOTO XeMOANHAMUYHO KOMMPOMETUPAHE CBbP3aHO
C OCTpa aopTHa MHCYGUUMEHLMA B PE3ynTaT Ha eHAaoKapawuT
MoXe fla fioBefie A0 NpogbmkutenHa KT 1 e nokasaHve 3a paH-
Ha xmpyprus.o

11.3. PeBmaTuyHa cbppeyHa 6onecr

OCTpUAT peBMaTN3bM MOXe Aa NPUUMHN NaHKapAMT o6xBalLaLy,
nepukapga, MMokapgza 1 eHgokapga. Hama cneundunyHmn gaHHm
BbpXy KA npu peBmaTMyHa cbpaeyHa 6onecT 1 NoAXOABT Npu
TAX TPA6Ba Aa cnefdBa o6WyTe NPUHLMMN.

MbaHuAT AV 610K NO BpeMe Ha OCTbp peBMaTUYEH NPUCTBN
e pAaabK U 0bMKHOBEHO NpexofeH. Korato e CMMNTOMEH uun
npoBoKupa cepno3Hu KA, Tpabsa ga ce nma npeasuj BpemMeH-
HO nencupaHe.

11.4. Mepuxkappur

BCC moe fja HacTbNy B XoAa Ha NepukapaHo 3abonsiBaHe B pe-
3yNTaT Ha Pa3NIMYHU NATONOMMYHN MPOLECU; Te BKIOUBAT M KOH-
CTPUKTVBHU, N PECTPUKTUBHM MPOLECU B pe3ynTaT Ha TPaBMma,
Bb3ManeHne, HeEONNacTNYHN U UHGEKUMO3HM eTnonornn. Hama
obaye gokasaTencTea cBbp3BaLm cneynonuHn KA ¢ nepukapa-
Ha 6onecT. Hewo noseue, BCC npu Te3n nauneHTn ce AbiKu
Haii-Beye Ha XeMOAMHAMUYHU, @ HE Ha PUTBMHU NPUUYMHMN.

11.5. CbppaeyHa capkomposa

CbppaeyHaTta capkongosa e pAagka v TpyaHa 3a AnarHoCcTuKa Knu-
HMYHA eAVHMLA C LUMPOK CNEKTBbP OT MPOsABY, OT NIeKn 6e3cnmn-
ToMHU EKI npomenun go CH n BCC. CbpaeyHaTa capkongosa e
pAaaka npuumHa 3a KT (5% OT BCMYKM HEMCXEMUYHU KapAMOMU-
onatnn KoHcyntupaHu 3a KT). Mi3cnegBaHmATa C nomoluta Ha
BONTa)KeH CbpheyveH MEeMNUHr ca AeMOHCTPMpanu Hanuume Ha
O6WMPHU 1 KoHOnyupawm 3011 Ha K uukaTtpursauma c npe-
obnapasalla enuKapaHa iokanusauus. JleBokamepHuTe LUMKat-
PUKCK Ca NO-pasnoKbCaHU 1 ce HamupaT B 6azanHusa centym,
npegHaTa CTeHa 1 NeprBanBynapHUTe 30HU. TakbB cybcTpart e
B CbCTOAHME Aa NOAAbPXKa ronsm 6poi pueHTpu-Kpbrose. Ka-
TeTbpHaTa abnauua B CbuUeTaHVe C aHTMAPUTMUYHU CpefcTBa
e edeKTUBHa NanvaTMBHa Tepanus 3a NpekbCBaHe Ha bypAa oT
KT n npemaxBaHe Ha MHAYLMPYeMOCTTa Ha efHa nnu noseye KT
NpPW MHO3WHCTBOTO OT NaLMEeHTUTe, HO peLuanBmuTe ca 4ecTu 1
TE3U NAUMEHTYU Ce HYXXAAAT OT nofcurypssaxe ¢ 1CD.624625

11.6. KnanHa cbppeuHa 6onecr

Moaxon KbM KaMepHU apuTMUM Npu KanH1 CbpAeYHN
6onectn

b
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MocTtaBaAHe Ha ICD ce npenopbuBa
Npv NaUMEHTM C KNanHu CbpAeYHn
60necTn, KOUTO cnepf XMpypruyHa
KOpeKLMsA OTroBapAT Ha KpuTepu-
uTe 3a MbpPBUYHA U BTOPUYHa npe-
BeHUuA Ha BCC.

602-604

XVpypruyHo neyeHne Ha gbnxalla
ce Ha WHOeKLMo3eH eHAOKapanuT
ocTpa aopTHa peryprutauma c
npogbmkutenHa KT ce npenopbu-
Ba, aKO HAMa NPOTUBOMOKa3aHUA.

605, 606

EOU ¢ roTtoBHOCT 3a KaTeTbpHa
abnauna TpabBa ga ce Ma npea-
BVA NPW NaLWeHTW, KOUTO pa3Bu-
saT KT cnep knanHa xupyprus, 3a
Aa ce upgeHTUPMUMpa 1 nneKysa
6eppeHa pmeHTpu KT.

lla 607,608

2Knac Ha npenopbKuTe.

"HuBO Ha fOKa3aTeNCTBEHOCT.

U3TOUHKK(YK), NoaKpenALw(1) NnpenopbKUTe.

EOU = enektpodusmonornyHo nscnepsare; ICD = umnnaHtupyem
kapgavosepTep aednbpunatop; BCC = BHe3anHa CbpaeyHa CMbPT;
KT = kKamepHa Taxmkapaus.

KnanHwnTe cbpaeuHmn 60necTu, KakTo B NpefonepaTnBHNA Nepu-
of, Taka ¥ CNief KnarnHa Xupyprus, npeppasnonarar nayueHTmTe
KbMm KA. B eTnonoruyeH nnaH, ysenuyeHata MMOKapAHa Maca,
KamepHaTa funaTaums, CTpechT BbpXy CbpAeyHaTa CTeHa 1 Cy-
6eHoKapAHaTa ncxemus B oTcbeTaue Ha CAD, 3ae[IHO C XPOHUWY-
HOTO MWOKapLHO YBpeXAaHe U ATPOreHHaTa CeaxvupypruuHa
¢nbpo3a moraT fa 6bAAT OTFOBOPHM 3a MOBMLIEHA YecToTa Ha
KOMM/IEKCHU KaMepHU TaxvuapuTMuK, KOUTO MoraT ga 6baat
cBbp3anu ¢ npogbmxkutenta KT n BCC.6% ManurHeHusTt aput-
MOreHeH CybCTpaT MoXe fia 6bfje noayepTaH oT yecTaTa nNpu-
ApYy»aBalla CTPyKTypHa 6onecT, rmasHo CAD n CH.
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B MMHanNoTo, HAKONKO M3csiefoBaTeNy onmcaxa MoBuLIEHa
yectoTta Ha NSVT npwu naumeHTn ¢ aOpTHa U MUTPANHa KnanHa
cbpaeyHa 60necT.®26627 B no-crapy Npoy4BaHns BbpXy ecTecT-
BEHAaTa eBOJIIOUMA HA KNanHuWTe cbphAedyHn 6onecTn BHe3anHa
CMBPT e HacTbnuna npu 15-20% OT Bb3pacTHMTE NaumMeHTn C
A0pTHa CTeHo3a Npu cpefHa Bb3pacT 60 roanHn. Cpeg cumn-
TOMHUTE HeomnepupaHy NaLMeHTN BHE3aMHa CMbPT HAacTbMBa C
yecToTa 10 34%.5%862° B egHO npoyuBaHe 60% OT BCUUKMK CITy-
Yau Ha CbpAeyHa CMbPT HAaCTbNNIIA MO BPEME Ha HEXNPYPTUYHO
npocnefsaBaHe Npu NaLMEHTN C TEXXKa MUTPasTHa peryprutauma
ca 6unu BHe3anHn.%°

EnHo npoyuBaHe npu 348 nauneHTN ¢ MUTPasHa perypru-
TauMA nopaau BbplUeelo MaTHO pasKpurBa, Ye BHe3anHaTa
CMDBPT He e pAfKa NPy KOHCepBaTMBHO NeKyBaHW MO-Bb3pacT-
HU NaumeHTn. Tbi KaTo KopekumATa Ha TO3M BUA MUTpPasHa
peryprutauusa usrnexpaa e cBbp3aHa C HamasieHa YectoTa Ha
BHEe3amnHa CMbpT, TpAbBa Aa 6bhe obcbaeHa No-paHHa Kope-
KUMA cnep npeawecTBallo 3a4b/MKUTENHO Y BHUMATENHO Tbp-
ceHe Ha npuapyxasawa CAD.%' Cneg kopeKums Ha MATpanHaTa
peryprutauma, noseye ot gsa enusoga Ha NSVT no Bpeme Ha
amMbynaTopHO MOHUTOPMpPaHe ca 6uny NPeanKToOpPU Ha BHe3an-
Ha CMBPT NPy 9-roanwHo npociegseaHe.®>? Yectortara Ha BCC
npu NaUMeHTX C KNamHKM NpoTe3n KaTo LANO Bapupa 3Hauu-
TenHo, B Anana3oH ot 15 go 30% npu n3uncneH roguiieH puck
0.2-0.9%.5% B ronama cepua oT 1533 nauueHTn NOANOKEHN Ha
AOPTHO MNW MUTPAJTHO KfamnHO NpoTe3npaHe 6% OT CMbPTHUTE
cflyyam ca npuuriHeHn ot aputmun.534 B konabopaTmeHo npo-
yuBaHe oT CALLl BHe3anHaTa cMbpT e 6rna npuyrHa 3a 23% ot
CMBPTHUTE CRyYan NPy MUTPANHO KNnanHo npoTte3upaHe n 16%
NPy a0pPTHO KNanHo npoTesupaHe.®3>63¢ Martinez-Rubio et al.8”7
LEeMOHCTpUpaxa, Ye nHayumpyemoctTa Ha KT 3aeaHo c JIK o6em-
HO HaTOBapBaHe e NPeANKTOP Ha ENM30AM Ha MaNIUrHEeHa apuT-
MUA Npu NauneHTn asasawm ce ¢ KT, KM unu cuHkon. EOU numa
rofIAMO KAMHWUYHO 3HaYeHre Npu NnaumeHTn, KouTto passmeat KT
cnep knanHa xupyprua. B no 30% ot naunenTute KT ( HacTbR-
Balla npeaumHo fo 1 mecel cnep onepauma) ce e gbsKana Ha
6enpeHo pUEHTPY — NOTEHLMASTHO M3/1eYMMa C KaTeTbpHa abna-
ums apuTMusA. 508

KnanHata cbpaeuyHa 60necT KaTto BEPOATHO AOMMHAHTHa
eTnonorus e BkAYBana ~7% OT NauMeHTUTE HAaCOUYEHU 3a No-
cTaBsAHe Ha ICD c uen BTopruHa npeseHUKA.2 Tosmn efHOLEH-
TPOB ONWT MOKa3Ba, Yye 31 maumeHTV C KnanHa CbpaevHa 6o-
NeCT U MafUrHeHN KaMepHY apuTMnmn, npoTekTupanm c ICDs, ca
umanu 6naronpuateH nsxog. MpexueaemocTTa UM e 6una He
no-HUCKa oT Ta3u npu naumeHTn ¢ CAD 1 no-gobpa ot Tasu npu
nauvenTn ¢ KMM.%°2 Cnopen onwuta Ha Yang et al.,%% nauuen-
TUTe C KnanHa cbpaeyHa 6onect n octatbuHa JIK gucdykuyma
cnep KnanHa Xvpyprus, NOANOXeHW Ha WHAMBUAYanusMpaHa
MbpBMYHA MpPeBaHTMBHA TepanuA ¢ umnaaHtauma Ha ICD, ca
UManu efgHakBa cBO6OAHA OT apUTMUM NMPEXMBAEMOCT, KaKTo
nauneHTUTe C ICXeMUYHa KapanommonaTtus. Hanocnegbk 6elwe
[eMOHCTPMPAHO, Ye MaLMEeHTH C KnarnHa cbpaeyHa 6onecT, noa-
NOXeHW Ha umnnaHTaumsa Ha ICD c uen nbpBrYHa UK BTOPUYHA
npeseHuunA Ha BCC, umar cblyata yectota Ha moTusmpanm ICD-
pa3paam kakTo Te3u ¢ CAD nunn IKMM.04

12. ApuTMunyeH puck
npuv n36paHn nonynayum

12.1. McnxmaTpuyHM NnayneHTn

ApUTMHUYEH PUCK NPY NCUXNATPUYHYN NALNEHTN

b
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Cbobpa3ssiBaHe Ha [03MPOBKaTa
VAW CNMpaHe Ha NPUYMHABALLOTO
NeKapCTBEHO CPefcTBO ce npe-
nopbyBa, KOraTo Cled NneyeHne C 637

aHTUNCMXOTUYHO cpefcTBo QTc-
NHTEepBaNbT AOCTUTHe >500 mc
1 ce yabsmku ¢ >60 mc cnpamo
HavanHuTe CN CTOMHOCTU.

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

MpenopbuBa ce n3bsArsaHe Ha se-
YEHWETO C NoBeye OT eHO NeKap-
CTBEHO CPeACTBO yab/kaBawo QT-
MHTepBana.

639, 640

TpAabBa pa ce uma NpeasuAa Nsmep-

BaHe Ha QT-nHTepBana npean 3a-
noysaHe Ha leYeHNeTo 1 No Bpeme lla
Ha TUTpMpaHe Ha fo3aTa Ha aHTUM-
CUXOTUYHUTE NleKapCTBa.

638, 641,
642

2Knac Ha npenopbKuTe.

"H1BO Ha JOKa3aTeNCTBEHOCT.

U3TOUHMK (LK), NoAKPeNnAL (1) NpenopbKUTe.
QTc = kopurupaH QT-uHTepBsan.

12.1.1. Enngemuonorunsa
MayreHTn ¢ WN30dpeHIUs, aHOPEKCUA HEPBO3a 1 APYrY NCK-
XWYHW HapyLIEHUs MMaT NO-BMCOKa OT OYaKBaHaTa yecToTa
Ha BHe3anHa cMbpT,®4 3a KOATO ce CcMATa, Ye e CBbp3aHa
KaKTo C Te3u 60siecTu, Taka 1 € TAXHOTO neyeHue. MNaunex-
TATE C WK30GPEeHUs HanpumMep MMaT TPUKPATHO MOBULLIEH
puck oT BCC B cpaBHeHue c 06wWw0To HaceneHue.**4 Hewo no-
BEYe, M3BECTHO €, Ye peanLa aHTUNCUXOTUYHUN CPeacTBa 1
aHTUAenpecaHTy nosuwasat pucka ot KA n BCC,53° kaTo ce
CMATA, Ye OCHOBHMAT MexaHn3bM e TdP.64

Ray et al.5*¢ npoyuBaT Bpb3KaTa mexgy ynotpebarta Ha
AHTUMNCUXOTUYHUN CPELCTBA (Hal-Beye KOHBEHUMOHAMHW aH-
TUNCUXOTULM) N BHE3aNHaTa cMbpT npu >480 000 naumneHTH
W YyCTaHOBABAT AaHHMW 33 J030-3aBUCUM edeKT C Hal-BUCOK
pUCK NpY NaLMeHTU CbC CbpAeYHOCHAOBM Gonectun. B apy-
ro CKOpOLHO rofiAsMo npoyusaHe Ha Ray et al.,5% cobwo ce
AEMOHCTPMpPA Bpb3KaTa CbC CbpAeYHa CMbPT NPU aTUNUYHN
AHTUMNCUXOTUYHUN CPEACTBA C JO30-3aBUCUM edeKT.

CkopolwHo npoyusaHe Ha Wu et al.53 skniousa 17 718
nayneHTn c nHumpeHtHa KA n/vunun BCC c uen nscnepgBaHe
Ha edeKkTUTe OT AaHTUMCUMXOTUYHMTE fleKapCTBa BbPXY pu-
cka ot KA/BCC. YnoTpebata Ha aHTUNCMXOTUYHUN CpeacTBa
e 6buna cebp3aHa ¢ 1.53 NbTM NO-BMCOK puck ot KA n/unn
BCC (95% CI 1.38, 1.70; P <0.005), a aHTUNCUXOTUYHUTE Cpes-
CTBa C U3paseH 610KnpaLy edeKT BbpXy KanvesuTe KaHanu,
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Ta6bnuua 6: Puck oT KamepHa apuTMuUA U/UnNyM BHe3amnHa cbpfie4yHa CMbPT BbB Bpb3Ka € TeKylla ynotpe6a Ha aHTUncmMxo-
TUYHU cpeacTBa npu 17 718 naymenTu. C paspeweHne ot Wu et al.’*

AHTMNCUXOTUYHM CPEeACTBaA — KNac n npeacrTaBuTen Cnyyvau, n K::;::?:a 6e3 Kc?pReKquu 95% CI c Ko:elf(qm] 95% CI
Ynotpeba aHTUNCUXOTUYHUN CPeacTBa 5625 5117 1.84 1.67 0o 2.03 153 11.38 10 1.70
MbpBO NOKONEHNE aHTUNCNXOTUYHN 2070 1770 2.02 1.76 po 2.33 1.66 143 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 00 12.48
Knotmanun 135 17 2.68 1.33005.39 216 1.03 o 4.53
DnyneHTUKcon 400 382 1.28 09200178 1.07 0.77 po 1.51
Xanonepugon 833 730 1.83 1.47 po 2.27 146 117 0 1.83
JlokcanuH 14 14 1.00 0.14 50 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 po 2.57
BTopo noKoneHne aHTUNCMXOTNYHU CPeACTBa 4017 3736 1.63 1.45 po 1.84 1.36 1.20 po 1.54
Amucynnpug 90 88 1.14 0.56 no0 2.34 094 0.45 po 1.96
Apunpunpason 35 34 1.14 0.41 no 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 1.64 098 002.72
KeeTnanuH 1421 1326 1.51 1.26 0 1.82 1.29 1.07 po 1.56
PucnepupoH 1163 1066 1.67 1.36 00 2.05 1.39 11300 1.72
Cynnuipug 1015 930 1.59 1.29 10 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 = 6poi; Cl = goBeputeneH nHtepsan; OR = koebUUMEHT Ha BEPOATHOCTUTE.

koaupaHu 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 MO-rofifiMa cTeneH ¢ yabmkaBaHe Ha QTc u TdP, oTkon-
KOTO CeNleKTVBHUTE MHXMOUTOPM Ha 0O6pPaTHOTO 3axBallaHe
Ha cepoToHMHa. YecTo yyacTme umaTt uspaseHata 6nokapa
Ha HaTpMeBUTE KaHanu 1 npeglecTealwnTe puckosmn GbakTo-
pu, BKIIOYMTENHO NpepwecTBaln aputMmm, HapyuweHa J1K
dYHKLNA, eAHOBpEeMEeHHaTa AUrOKCMHOBA Tepanusa 1 X1Mnoka-
nvemunTa (guypetuun).638:642,648649 CryetanmnaTa oT pasnuu-
HU nekapcTBa TpA6Ba fa 6bAaT HabnoaaBaHM BHMMATENHO,
Jopu 1 3a TAX Aa HAMa uHoopmauuma, ye yabaxasat QT-UH-
TepBana.

12.1.3. JleueHune

MpenopbuBa ce oLeHKa Ha CbpAeYHMA PUCKOB NPOodUA 1 Npu
nosnoxmTeNlHa HaxofKa npernep ot Kapauonor. Cnep 3anoysa-
He Ha neKkapcTBa Ce NpenopbyBa KapAMoorMyHa npoBepKa u
B C/lyyan Ha yabnxaBaHe Ha QTc >500 mc unm nosea Ha Cbp-
JeuUHN onnakBaHuA neyeHneTo TpabBa Aa ce npepasrnefa.s!
EpHoBpemeHHaTa ynoTpeba Ha nekapcTBa, B3aMMOAeNCTBa-
Wy ¢ meTabonmsma Ha yabmkasalwo QT-uHTepBana cpeacTso,
TpAbBa fa ce n3bAresa. BaxHo e fa ce 3Hae yanaTa Tepanus,
BK/IOYMTESTHO Ta3n, KOATO ce B3ema 6e3 pelenTa.

12.2. HeBponornyHun naumneHTn

12.2.1. BHe3anHa Heo6ACHMMA CMBPT Npu
enunencua

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

MauuneHTnTe C enunencua TpAbBa ga npemuHat npes EKI-
CKPVIHUHT 33 U3KMoYBaHe Ha 6Gonectw, KouTo Hamnopob6sasat
enunencus. Hewo noBeye, enunencusaTa MoXe CbLLO Aa ce AbJi-
XM Ha HEBPOJNIOTMYHA KaHanonaTtusA, Npeasug noTeHumanHara
BPb3Ka mMexay 6onect Ha MOHHWTE KaHanu B CbpLETO U MO-
3bKa.08:661-664 Haj1-no6puAT HaumH 3a npeseHUUA Ha SUDEP e
MaKCMManeH KOHTPON Ha npunagbuunTe.

12.2.2. HeBpomycKynHu 3abonaBaHuns

MyckynHuTe guctpodun ca rpyna HacnepcTseHu 6onectu 3a-
CAralyy cKeneTHaTa U cbpaedyHata myckynatypa. CbpheuyHoTo
yvacTuve ce 13passBa B iereHepaTrBeH npouec ¢ prbposa v 3a-
MeCTBaHe Ha MMOKapAa OT MacTHa TbKaH,%%% a Haln-uectute npo-
AIBW Ca fMNaTaTBHa KapAMOMMONaTMs U NPOBOAHM HAPYLLEHNS,
KOWTO MOraT fAa ce cpewiaTt eJHOBpeMeHHo. Mpu BCUUKN Myc-
KYNIHU ancTpodun obxBallaHeTo Ha guxaTesiHata MycKynatypa
MOXe [1a UMA KayeCTBEHO M KOJIMYECTBEHO OTpPaXKeHMe BbpXy
KUNBOTA, MOPaAM KOeTo TpsAbBa Aa ce oTunTa Npu 06CbKaaHe Ha
NPodUNaKTUYHM YCTPONCTBA.
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PuCK OT apuTMuM NpyY NauyeHT ¢ HEBPOMYCKYJIHM 3a-
6onABaHuNA

Mpenopbkn

ExxerofieH KOHTPON ce npenopbyBa
NpU NauneHTn C MyCKyNIHU QUCTPO-
dun, gaxe n B ckputata ¢dasza Ha
6bonecTtTa, Korato nauyueHTUTe ca
6e3cumnToMHY, a EKT e HopmanHa.

665-668

MNpenopbyBa ce nauneHTUTE C He-
BPOMYCKYNIHW 3a60NABaHNA, KOUTO
mmat KA, pa ce nekyBat no cblyma
HauViH, KaKTO naumeHtute 6e3 He-
BPOMYCKY/THU 3ab0nsABaHus.

Ta3n
eKc-
nepTHa
rpyna

MMnnaHTauua Ha MOCTOAHEeH nen-
CMelKbp ce npenopbuyBa npu
nauyneHTV C HEBPOMYCKYJSTHW 3a60-
naBaHuA n AV 650K TpeTa cTeneH
VAW HanpefHana BTopa CTeneH Ha
BCAKO aHaTOMUYHO HIBO.

MMnnaHTauma Ha NOCTOAHeH nei-
CMeiKbp MOoXe fa ce o6Ccban npu
MUWOTOHWYHa AucTpodus Tun 1
(6onect Ha Steinert), cuHppoM Ha
Kearns-Sayre wnu MmyckynHa pau- 11b
cTpodumA NoAc-KpanlHWK npu BCA-
Ka cTerneH Ha 670K (BKMOUMTENHO
nbpBa CTeneH), NpeaBua pucka ot
6bp3a nporpecus.

666,
669-672

Ynotpeba Ha ICD moxe Aa ce uma
npeasng nNpv  MUOTOHWYHA AW-
cTpodusa Tvn 1 (6onecT Ha Steinert),
MycKynHa auctpodus Ha Emery— 11b
Dreifuss n nosic-kpaHuK TMn 1B, Ko-
raTo ¥ma nokasaHus 3a nencmpaHe
1 faHHW 32 KAMEPHY apUTMUK.

71,669,
672-674

2Knac Ha npenopbKuTe.

®HiBO Ha fOKa3aTeNCTBEHOCT.

U3TOUHMK(LK), NoAKpPenALL(M) NpenopbKuTe.

AV = aTpno-BeHTpuKynapeH; EKI = enektpokapaunorpama; ICD = nm-
nnaHTMpyem KapavosepTep aedubpunartop; KA = KamepHa aputmus.

CbpAeyHOTO yyacTue ce cpelya npy NoBeyvyeTo MaunueHTn
¢ puctpodun Ha Duchenne n Ha Becker, MmoToHMYHa AnCcTpO-
¢ua Tun 1 (6onect Ha Steinert), auctpodun Ha Emery-Dreifuss
1 NoAc-KpanHuk Tun 1B (Ta6suya 7). PassuTtreTo Ha avnata-
TUBHa KapAMOMMOMATHA € YeCTO MPU MYCKYIHW AUCTPOdUN Ha
Duchenne un Becker.?%® Aputmun (KamepHU eKCcTpacucTonu u
NSVT) n npoBoaHa 605ecT HacTbNBAT Clef Pa3BUTUETO Ha Au-
naTaTUBHa KAPANOMMONATUA 1 MO Ta3n NPUYMHA NOAXOABT KbM
aputMumTe TpA6GBa Aa CbOTBETCTBA Ha MyONMKyBaHWTe npe-
nopbky npu nauneHtn ¢ AKMII. Mpu myckynHa auctpodus Ha
Duchenne BHe3anHa CMbPT HaCTbNBa NPEAMMHO NPU NaUMeHTN
C eiHOBPEeMeHHa pecnunpaTopHa 1 CbpAeYHa HE[OCTAaTbYHOCT.
YecToTaTa Ha CMbPTHUTE C/lyYan BbB BPb3Ka C apUTMUM € HeAC-
Ha, HO ce cunTa, Yye KA 1 BHe3anHaTa CMbPT Npu Te3n pasCcTpou-
CTBa UrpasT cbluaTa pond, KakTo Npu APYrv HENCXEMUYHMN AN-
naTaTUBHU Kapanommonatun. NMpodunakTnyHata MMNIaHTauma
Ha ICD TpabBa Aa cnefBa CblynTe KpUTEPUW, KakTo Npu Apyrn
bOPMU Ha HEUCXEMUYHA AMNATaTBHA KapAMoMUonaTys.560

MwnoTtoHunyHa anctpodua Tmn 1 (auctpodusa Ha Steinert) ce
nposBABa C NPOBOAHA 60NECT, KOATO YeCTo Hanara nerncnpaxe,
c unun 6e3 gunataTvBHa Kapanomuonatua (Tabauya 7); jo eaHa-
TpeTa OT C/lyyamTe Ha CMBbPT NPW Te3n NaunMeHTn ca BHe3anHu
U HeouakBaHn.®® B eguH 0630p Bbpxy 18 mpoyusaHus (1828
nauueHTm) Ha Petri et al., %’ AV 6nok nbpBa cTeneH ce cbobuya-
Ba npu noutn 30% oT NaumneHTnTe, WnprHa Ha QRS-komnnekca
>120 mc npu 20%, yectn PVCs npu 15% n NSVT npun 4%. JIK cnc-
TONHa AMCYHKLMA e ycTaHoBeHa npw 7.2% OT nauneHTuTe, a
MM nnn npeacbpaHO TpenTeHe npu 5%. Ha 6a3aTta Ha BUCOKa-
Ta YyecToTa Ha NPOBOAHUTE HapyLleHWA ce cnekynupa, ye BCC
npw 6onectTa Ha Steinert ce AbMIXM MaBHO Ha NMpPOrpecvBHa
npoBofHa 6onecT; faHHWTE 3a BHe3anHa CMbPT NPU NaUWUeHTn
C neiicmerikbp 06a4e’’? n 3a cnoHTaHHY Unn NHAYyuupyemu KT
NOACKAa3BaT, Ye B HAKOW OT CiyyauTe npuumHm ca KA.

Lallemand et al.%%® ca npoyunnu nauneHT c 6onect Ha
Steinert 1 ca M3BBPWUAN CEPUNHN NHBA3MBHN U3MepPBaHUA
Ha HV-nHTepBana, nokasBalku Ye noABaTa Ha HOBO NPOBOAHO
HapylueHune e NocnefBaHoO B paMKWTe Ha 5 roanHu oT yabIKa-
BaHe Ha MpoBeXAaHeTo B cHoMa Ha Xuc. Mo nogobeH HauvH,
npoyusaHe Ha Laurent et al.’3 nofckasea, ye yabiKaBaHeTo

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

CbppeyvHo Hlecrora Ha KamepHa MNpepcbpaHa CbobuieHns
Muonatuna pPA cbpAeYHo P PeAckpPA i
3acAraHe aputMmusa aputMmuna 3a BHe3alnHa CMbpT
3acAraHe
Duchenne OunctpoduH AKMN >90% PVC Camo B KbcHa dasa la
Becker OuctpoduH OKMnN 60-75% KT czxk;;;;na ¢ CBbp3aHa ¢ AKMI la
- - - - 0/
MyoToHNuHa, TN 1 MosTopHa CGT ekcnaH MposogHa 60 60-80% KT, nokasaH Bb3pacToBo-3aBun Na, 30% oT cMbpTHUTE
3u1A nect n JKMIN elCD cma cnyyvan
MuoToHnYHa, TMn 2 ) ot Y G- e 10-25% Heyectn Heyectn Na
3us 6onect
- 0/
Emery-Dreifuss Emepur, namiH A 1 C MposogHa 60 590% KT, nokasaH YecTo, npeacbpaeH | Aa, 30% oT cMbpTHUTE
nect n JKMIN elCD apect cnyyvan
- 0,
Moac-kpanHuk Tun 1B Namnu Aun C MpoBoaHa 6o >90% T UL Yecto A 2100 1 AL
nect n AKMN elCD cnyyau
MNoac-kpanHuk Tun 2C-2F CapkornmkaHu JKMN <25% Heuectn OrpaHnyeHmn faHHm HewnssectHo
MoAac-kpanHuk Tun 2| Cpoﬂilziet);KyTMH OKMN 20-80% Heyectn Hama cbobuieHus HeunssecTHo
Qauno-ckanyno-xymepanHa MogTopHa D424 koH- fposoaHa 5-15% Pagko KT Papko He
Tpakuma 6onect

OKMI = gunatatnueHa kapanomuonatus; ICD = umnnaHTrpyem Kapguoseptep aedprbprnatop; PVC = KamepHa ekcTpacucTona; KT = KamepHa Taxvkapauvs.
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Ha HV-nHTepBana >70 mc npu nHBasueHo EOU npefckassa nb-
neH AV 610K B pamKuTe Ha 6 roguHun. Groh et al.®®® ca nscnep-
Bann 406 Bb3pacTHM C reHETUYHO NMOTBbpAEHa MUOTOHUYHA
anctpodua Tun 1 nokassarky, Ye TexecTra Ha AV u/vnn Bb-
TpeKaMepHWTe MPOBOAHN HAPYLUEHNUA N HANNYMEeTo Ha npepa-
CbpAHV apuUTMUK ca BUNN He3aBUCUMIK PUCKOBM daKTopw 3a
BHe3arnHa cMbpT. B ronamo peTpocnekTnBHO 06cepBaLMOHHO
npoyusaHe Ha Wahbi et al.,%’2 npunaraHeTo Ha enekTpodusm-
OJIOTMYHO U3cnefBaHe, NOCAeABAHO OT MMMaHTaLMA Ha nein-
cMenKbp nNpu nauneHtn ¢ HV nutepsan >70 mc, e Hamanuio
BHe3anHaTa CMbPT CMPAMO MaUMeHTUTE NPOCIeAeHN upes
oLeHKa Ha EKT.

Mpw nauneHTn ¢ MyckynHu anctpodun Ha Emery-Dreifuss
N NoAC-KparlHUK Tun 1B, cBbp3aHn ¢ MyTauum Ha namuH A nnum
C, BHe3anHaTa CMbpPT e oTroBopHa 3a 30% OT BCUYKM CMBPTHM
cnyvan.”!

HAkown cepun oT naumeHTn ¢ ABaTa Buga nammH A/C gnuctpo-
¢$umn noackaseart, Ye pa3BuTMETO Ha AV 610K e CBbp3aHO C He-
6naronpuaTeH uUsxop 1 NencrpatiaTa Tepanna e HefocTaTbyHa
3a npeBeHuuA Ha BCC, KoeTo noakpensa no-ckopo npodunakx-
TYHaTa ynotpeba Ha ICDs, OTKONKOTO Ha NecMenKbpu, KoraTo
€ Hajmue CbpAeyvHo 3acsraHe.’ PakTopu 3a BHE3arnHa cMbpT
n motmsmpaHa ICD Tepanua ca HeNpoAbMKMUTENIHA KamepHa Ta-
XKapaua, neBokaMepHa m3Tnackeala ¢pakuma <45%, MbXKN
non v namuH A unm C non-missense (,6e3 NpomMsaHa Ha CMUCb-
na") mytauun.”! NMoseaeHMETO Npw CBbp3aHa C X-XxpomMo3omara
peuecrBHa MycKynHa anctpodusa Ha Emery-Dreifuss cBbp3aHa
C MyTauMmMK B reHa Ha EMEpPVIH Ce YCNOXHABA OT JIncaTta Ha Knn-
HWYHW faHHVY; B OTCHCTBUETO Ha reH-cneundmnyHa nHdopmauma
n3rnexxpa pasymMHO fa ce Bb3npueme cTpaTervata Ha nose-
[eHue, 13ron3BaHa npu AOMWHaHTHa dopma Ha HonecTTa Ha
Emery-Dreifuss.566:671

12.3. bpemeHHM

12.3.1. ApuTMUN HECBbP3aHM C NepunapTanHa
KapanomuonaTua

MoaxoA KbM pUCKa OT apUTMIL NO Bpeme Ha 6peMeHHOCT

C

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 CblWO 1 NOCT NapTym
npwv naunenTn ¢ LQTS nnn CPVT.

675,676

MepopaneH meTonposos, nponpa-
HOMON VNN Bepanamun ce npero-
PbUBa 33 ABJTOCPOYHO JIeYEeHME Ha
nanonaTuyHa npoabmkutenHa KT.

675,677

HesabaBHa enekTpuuyecka Kap-
AvoBepcna ce npernopbyBa npwu
npoabmxkuTenHa KT, ocobeHo npu
XeMOAMHAMMNYHA HECTAaBUTHOCT.

675,677

Cotanon wnn npokamHamug i.v.
TpsAbBa Aa ce wMMa npeaBug 3a
OCTpa KOHBepCHMA MNpU XeMOAU- lla 675
HaMUYHO CTabunHa MOHOMOpPQHa
npoabxkuTenHa KT.

AMMOZApPOH iv. TpAbBa fa ce nMa
npenBnA 3a oCTpa KoHBepCHaA nNpu
NpoAbMKUTENHA MoOHOMOpdHa
KT npu xemogMHamMumyHa HecTa- lla 675,677,
6unHocT, pedpakTepHOCT KbM 678
eneKkTpryecka Kapanosepcuna unm
nunca Ha OTFOBOP KbM Apyru ne-
KapCTBEHW CpeacTBa.

KateTbpHa abnauva moxe fa ce
06cbam 3a oBNafABaHe Ha MefjnKa-
MEHTO3HO-peppPaKTEPHN 1 NOLIO
NOHACAHN TaxMKapauu.

lib 675

2Knac Ha npenopbkuTe.

"HnBO Ha JOKa3aTeNCTBEHOCT.

U3TOUHMK(UK), NnoaKpenAL(M) NnpenopbKuTe.

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

12.3.1.1.  Enudemuonozus

BpemMeHHOCTTa HOCK 3HAYUM PUCK MPU KEHUTE CbC CTPYKTYPHU
CcbpaeyHmn 6onectn.’7>679-681 B noct-napranHus nepuog (nepu-
op ot 40 cegmuum cnep pakgaHeTo) BpoaeHuAT LQTS Bogn go
3HAYNTENHO HApACTBaHe Ha PUCKa OT CbpAEYHU CbOUTUA MpU
Te3U KeHu, Mopagm KoeTo npes usanata 6peMeHHOCT U npes ue-
KA NoCT-NapTaneH nepuog Tpabea fa ce NPOABLIKM TepanuaTa
¢ 6eTa-610Kkepn.676682 Menn cbe cuHapom Ha Brugada morar ga
nmat 6e3onacHa 6pemMeHHOCT U NepunapTaneH neprog.s83684

12.3.1.2. [uaeHo3a

Mannutayumte morat ga 6baaT NPUUMHEHN OT NPEACHPAHN U
KaMepHY eKCTPACUCTONM MK JOPU OT CUHYCOBA TaXMKapaws v
B MOBEUETO C/lyyau ca 6eHnrHeHn.*7.685-688 MNpes 6pemeHHOCTTa
NPy MHOTO MALMEHTY HACTBMNBA ek3auepbauyus Ha CUMMNTOMUTE
OT NApOKCK3MasiHa HajKaMepHa Taxukapgus. Mo Bpeme Ha 6pe-
MEHHOCTa MoXe Ja ce nosasu KT,577686-688 koq10 moxe ga 6bae
CBbp3aHa C MOBULIEHV KaTEXONAaMWHOBM HWBA.®® PuckbT OT
peKkypeHTHa KT e no-B1COK Npu nauneHTr ¢ npegwecrtsawa KT
Npu CTPYKTYpHa cbpheyHa 6onecr.676:690.691

12.3.1.3. JleyeHue

Mpw ycTaHOBABaHe Ha AOGPOKAYECTBEHN apUTMUUN NALMEHTUTE
TpAabBa Aa 6bAaT ycnokoeHn n TpAbBa fa n3bareaT CTUMynaHTK,
KaTo KodewH, TIoTIoHONYLWEHe 1 ankoxon. CMMNTOMHWTE Taxma-
putMnM TpA6Ba fAa 6bAaT IeKyBaHM C KaTeTbpHa abnauua npeam
6peMeHHOCTTa, aKo NocneaHaTta e NpeABapuUTENHO NiaHpaHa.
Mpy HeOOGXOANMOCT OT NleKapCTBEHa Tepanus ce NpenopbyBa TA
Ja 6be 3aMoyHaTa B KOJIKOTO € Bb3MOXHO MO-KbCeH eTan Ha
6peMeHHOCTTa 1 la ce U3MNon3Ba Hal-H1cKaTta epeKTVBHA J03a.

ApnTMUMTE B OTCHCTBME Ha CTPYKTYpPHa CbpfeyHa bonect
no Bpeme Ha 6peMeHHOCT ca 06MUYaiHO YyBCTBUTENHW KbM Oe-
Ta-610KkepHa TepanuA.%’>%926%3 Mpy nunca Ha CTPYKTYpHa Cbp-
feyHa 6onecT n ako 6eTa-651oKkepuTe ca HeepeKTUBHU, MOXKe fa
ce MaT NpeaBug coTanon unm 6y10Kepn Ha HaTprEeBUTE KaHau
(cpepcTBa ot Knac IC).

Makap uye MbpPBUAT TPUMECTBP € CBbP3aH C Hal-rofaAm Te-
paToreHeH pUCK, 3naraHeTo Ha NeKapCTBa B NO-KbCHA OpemMeH-
HOCT MOXe ia NpeAu3BMKa HeXenaHn epeKkTr BbpXy pacTexa n
pa3BUTMETO Ha MJI0AA, KAaKTO 1 Aa YBEIMUM prCKa OT NpoapuT-
muA. AMepurkaHckaTa Food and Drug Administration e geduHu-
pana neT Kateropuu 3a ynotpeba Ha aHTVU-apUTMUYHW NeKap-
CTBa No Bpeme Ha 6peMeHHOCT:%%*
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+  A:KOHTpONMpaHMTe NPOYyYBaHUA He NOKa3BaT HNKAKbB PUCK
(He ce OTHaCA 3a HUTO eAHO aHTM-apUTMUYHO CPEACTBO);

+ B:BepoATHOCTTa 3a yBpeXkaaHe Ha nnofa e faneyHa (coTa-
NON, NNAOKANH);

« C: noTeHumanHaTa non3a HaaxXBbpnA pUcka (XMHUAWH, age-
HO3MH, METOMPONON, NPOMNPaHOsNoN, Bepanamui, AUNTHa-
3eM, QUTOKCUH, dnekanHua, nponadeHoH);

+  D:curypHu gaHHm 3a puck (GeHUTONH, aMMOfapoH);

«  X:ynotpebaTa e NpoTUBONOKa3aHa.

(DapMaKkonorMyHoTo neyeHune Ha ngruonatnyHata KT ot RVOT

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

KaTo NpodUNaKkTMKa, ako TA € CBbp3aHa C TeXKKa CUMNTOMaTuKa

UM XeMOAUHAMUYHO KOMMpoMeTupaHe. ManonatuyHaTta nasa

dacuymkynapHa KT obrnkHOBeHO He pearvpa Ha 6eTa-6nokepu

1 MOXe Aa O6ble NleKyBaHa C Bepanamuil; MEXaHU3MbT Ha Ta3u

TaxmKapaua 3aBUCK oT 6aBHOTO HaBAM3aHe Ha KanLmii B YacTuy-

HO aenonapusnpaHn eubpu Ha Purkinje.! KateTbpHa abnauyms

MOXe fia e HeobxoaMMa B Ciyyall Ha peppakTepHU KbM neKap-

CTBa W NOWO NoHacAHW Taxukapaun. MNMaunenTn ¢ ICDs morat ga

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

AKO Nno BpemMe Ha 6peMeHHOCTTa ce NoABAT NokasaHuaA 3a ICD,

MOXe fa ce 06cbau ynotpeba Ha noakoxeH ICD 3a n3bsareaHe

Ha dpnyopockonuaATa, HO TpA6GBa Aa ce Ma NpeABuA orpaHuye-

HUAT HaJINYEH OMKT.

12.3.2. ApuTmMnn CBbp3aHn C NnepvinaptaaHa
Kapanomuonatua

Moaxopn npu apuTMUK CBbP3aHU C KAPANOMUONATIN HA
6peMeHHOCTTa

Mpenopbkn Knac® | HueoP /EL

EnekTpunyecka kapanoBepcua nnmn
nedubpunauna ce npenopbuBa
npy 6pemMeHHN pa3BMBaLYM XeMO-
OWUHAMUYHO HecTabunHa KT wnn
KM.

698

CraHpapTHO neyeHune Ha CH c u3-
6srBaHe Ha NeKapcTBeHN CpeacTBa
NPOTMBOMOKa3aHN npu 6pemeH-
HocT (ACE wuHxmbutopu, ARB un
PEHVHOBM MHXUBKTOPW) Ce Npeno-
pbuBa Npu 6pemeHHN.

698, 699

?Knac Ha npenopbKuTe.

"HrBO Ha OKA3aTe/NICTBEHOCT.

U3TOUHMK(LM), NoAKpPenALL(M) NpenopbKuTe.

ACE = aHrnoTeH3nH-KoHBepTUpaLy eH3nm; ARB = aHrnoTeHsuH Il
peuenTopeH 6nokep; CH = cbpaeyHa HefocTaTbuHOCT; KM = KamepHo
MbxgeHe; KT = KamepHa Taxukapaums.

MepunapTanHata KapguomuonTusa ce geduHupa kato CH npu-
umHeHa o1 JIK cucTtonHa anchyHKUMSA, NPOABABALLA Ce KbM Kpas
Ha 6GpeMeHHOCTTa UNK B MbpBUTE Meceumn cnep paxaaHero.”®0
MpuurHaTta 3a mepunapTanHa Kapavommonatus e HesAcHa, a
pona mMorat Aa umaT MHOEKLMKW, Bb3MaseHne U aBTOVMYHHM
npouecn."””® YectoTarta ce nsuncnasa Ha 50 Ha 100 000 xunBu
paxgaHua.”?? CMbpTHOCTTa CBbP3aHa C nepunapTasHaTa Kap-
anommonatus B CALL Bapupa ot 6 o 10%.7% CkopoluHu npo-
yuBaHWA NOKa3BaT, e nepunapTranHaTa KapguoMrUonaTis Moxe
fa 6bae npoasa Ha damunHa JKMI, cBbp3aHa C reHHN myTa-
LN, 704

MepvnapTanHata KapguomuonaTisa 0bMKHOBEHO ce Mpos-
BABa cbc CH B pe3ynTat Ha JIK cuctonHa anchyHKLMA Kbm Kpas
Ha 6peMeHHOCTTa N B MbpBUTE Meceun cnep paxaaHeto. JIK
MO>e Aia He e funaTupaHa, Ho M3TnackBallata Gpakuma e nouTu
BUHAry HamarneHa (<45%).%%¢ B Ta3n ckopoluHa aebuHnLmMA Bpe-
MEBVAT HTEPBAJ He e TOYHO onpegeneH.”% Pe3yntatsbt moxe
Aa 6bae KA v BHe3aneH cbpheyeH apecT. [loctnapTanHa Kapau-
omvionaTtuaA TpA6Ba Aa 6bAe U3KIYEHA NPU XKEHN ABABALLM Ce
c HoBonosBsuna ce KT npe3 nocnegHnte 6 cefMnLm Ha 6pemeH-
HOCTTa UM B paHHWA NocTnapTaneH nepuop.’

TpAb6Ba Aa 6bAaT NPUNOXKEHN NPENOPBKMTE 3a OBNlaAABaHe
Ha ocTpata CH.2 Mo Bpeme Ha GpeMeHHOCTTa ca NPOTUBOMOKA-
3aHn ACE uHxnbutopu, ARBs 1 peHuHoBU nHXMbUTOopm.*9%7%7
JleueHue ¢ 6eTa-6110Kep e NoKasaHO NPU BCUUYKKN NALMEHTN CbC
CH, ako ce noHacs; TpA6Ba Aa ce npeanounTaTt 6eTa-6nokepu ¢
npeobnapasaiy 6etal-agpeHopeLENTOPHU CBONCTBA (KaTo Me-
Tonponon). ATeHonon He Tpsa6Ba aa ce npunara.’°® MRAs TpsabBa
Aa ce n36sarear.’% MoTeHUMaNHO XMBOTO3aCTPALLABALLY KaMep-
HY TaxvapuTMnm TpA6Ba Aa 6bAaT NPeKbCHATY C enekTpryecka
Kapaunosepcua. mnnantauuaATa Ha ICD npu nayueHTn ¢ KA nnmn
HMCKa M3Tnackealla dpakums Tpabsa fa cnefBa CTaHAapTHUTE
npenopbKy. Bce nak, npy B3eMaHeTo Ha pelueHne Tpabsa fa ce
uma npeasua OTHOCUTENHO BMCOKaTa yectoTa (50%) Ha CrnoH-
TaHHO Bb3CTaHOBABAHe OT AunaTaTVBHA KapAvoMmnonaTna cnep,
paxpaHeTo.”°

12.4. O6GCTpYKTUBHA CbHHA anHes

12.4.1. BpaguapuTMmumn n TaxmaputTmumn

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

MNMpenopbKu Knac® | Huso UsT

C/HAPOM Ha CbHHa anHes TpsA6Ba
[a ce B3eme npeasug B andepet-
uManHaTa AuMarHosa Ha 6papwa-
puTMUNTE.

lla Al

HanuumeTto Ha cbHHa anHes u no-
HUXEHa KWCNOpOoAHa caTypauua
MoOXe fla ce B3emMe MpeABuj Kato
puckoB $pakTop 3a BCC npu nnua ¢
AVLIaHe HapyLLEeHO OT CbHSA.

1] 712

2Knac Ha npenopbKuTe.

"HuBO Ha fOKa3aTeNCTBEHOCT.
U3TOUHKK(YK), NoaKpenALw(m) npenopbKUTe.
BCC = BHe3anHa cbpaeyHa CMbPT.

12.4.1.1.  Enudemuonozus

[JaHHMTe 33 yecToTaTa Ha OGCTPYKTMBHATA CbHHa anHes cpepf
HaceneHMeTo He ca efHO3HauHW, NMopaau BUCOKaTa XeTepo-
reHHOCT Ha NPOYYBAHOTO HaceneHue; BCe NaK, CbrMacHO eaHO
3aAbn6oYeHO MOoMynaLMoHHO NPOoyYBaHe 3a onpegensHe Ha
enuaeMmnosnormyHnTe 0Co6eHOCTM Ha OBCTPYKTMBHATA CbH-
Ha arHes, yecToTaTa Ha 6onectta npu 602 Bb3PACTHU MeXAY
30- 1 60-rogunwHa Bb3pacT e 6una 9% npwu keHuTe 1 24% npu
mbxete.”!3 YecToTaTta Ha apuTMUKTE 40 rofAiMa CTerneH 3aBuch
OT MpUApPYaBawmuTe 3a60NsABaHNA B Pa3NNYHUTE MONyNaLUN.
[OaxHu ot Busselton Health Study”'* n Wisconsin Sleep Cohort”'
MoACKa3Bar, ye 06CTPYKTMBHATA CbHHA anHes e CBbp3aHa C Mno-
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BULIEHA CMBPTHOCT. CbliecTByBaHeTO Ha Bpb3Ka ¢ BCC e 06eKT
Ha cropose.

Hackopo, Gami et al.”'? noka3axa, ye 06CTPyKTUBHATA CbH-
Ha anHeA e CBbp3aHa C NMOHWKEHA CpefiHa HOLHa KNCIopoaHa
caTypauma <93%, a Hal-HMCKaTa HOLUHA KWCIIOpPOAHa caTy-
pauma <78% ce e okasana HesaBucMM puckos dpakTop 3a BCC
(P <0.0001). CneioBaTesnHo, HaIMUMETO Ha O6CTPYKTVBHA CbHHA
anHen TpsA6Ba Aa 6bje BK/UYEHO B CMUCHKA OT M3CieABaHMsA 3a
cTpatudumkauma Ha pucka ot BCC.

YecToTaTa Ha CbpAeYHMTE apPUTMIK, IMaBHO HOLLHMTE, Hapa-
CTBa C NOBYLLIEHATa TEXECT Ha CUHAPOMa Ha CbHHa anHeA-Xxmno-
nHeﬂ.716—718

12.4.1.2. [uazHo3a

Hai-yecTnTe HapyleHWsa Ha CbpAeYHMA PUTDBM, HabnogaBaHn
npv NaumMeHTN CbC CUHAPOM Ha CbHHA anHesA-XMUMorHesn, ca cu-
HycoBa 6pavKapaus, CMHycoBa nay3sa, AV 610K nbpBa CTeneH 1
BTOpa cTeneH Tnn Mobitz | n ysenuuen 6poin PVCs.”*724 lemoH-
CTPVIPaH ca UMPKageH MOAEN Ha HacTbrBaHe Ha KA712725-729
no-BmMcoka Yyectota Ha BCC BbB BpemeTo 3a CbH (0T NonyHoL, Jo
6 4. CyTpUWHTA).

12.4.1.3. JleyeHue

MoHacToAWEeM HAMA AaHHW, Ye NPU NaLUUEHTN CbC CUHAPOM
Ha CbHHa anHes-xunonHesa TPAG6Ba Aa ce NPUIOXKN No-PasnnyeH
OT CTaHAAPTHUA Noaxod KbM KA; 0CBEH TOBa, CTOMHOCTTA Ha He-
MPeKbCHATOTO MO3UTUBHO HasAraHe Ha ANXaTeNHNTE MbTULLA 33
npeseHuma Ha KA n BCC e Bce ole HeyTouHeHa.”1730-733

[Jany nogxoasiwoTo nedyeHne Ha OGCTPYKTMBHATA CbHHa
anHes MoXe f1a NPOMEHU KIVHWYHKTE NPOABU 1 Aa AoBefe 10
n3bAreaHe Ha Hy>k[1aTa OT Tepanua C NecMenKbp NPy NauueH-
TW, MPU KOUTO apuUTMUMTE Ca CBbP3aHN CaMO C OBCTPYKTUBHM
pecnupaTopHy CbBUTUA e Hen3BecTHo. 337732

B npouec Ha u3cnenBaHe ca No-HOBM HOBATOPCKM METOAM
Ha nericMenKbpHa Tepanus 3a iedeHne Npu CUHAPOM Ha LieH-
TpanHa CbHHA anHeA-XMMomnHes, U3NON3BalUM CTUMYNAUWA Ha
bPEHNKYCOBMA HEPB 1 CTUMYNALVA Ha FOPHUTE AUXATENTHU Mb-
TVWa Npu 06CTPYKTUBHM hopmi.’40

12.5. JlekapcTBeHU NpoapuTtmMun

Moaxopn npu neKapcTBeHU NPOAPUTMUN

Mpenopbkn Knac® | HueoP U3t

CnvpaHe Ha NPOBOKMpaLuTe fe-
KapCTBeHM cpefcTBa Ce Mpeno-
pbuBa, KOraTto MMa CbMHeHWe 3a
NIeKapCTBO-NHAYLUMPaHa apuTMus
1 Ca N3KIOYEHN APYrn apUTMOreH-
HU cybCTpaTy.

362

Bbnpekn Bb3MOXHaTa KopuUrmpy-

ema npuyvHa 3a KA, Heobxopu-

MOCTTa OT NPOGUNAKTUYHO NOCTa-

BAHe Ha ICD Tpsab6Ba Aa ce ob6cban lla 741,742
Ha 6a3aTa Ha HAUBMAYaNHa OLeH-

Ka Ha pucKa oT 6bAaeLuy X1BOTO3a-

cTpawasawm KA.

2Knac Ha npenopbKuTe.

PHMBO Ha fOKa3aTeNCTBEHOCT.
U3TOUHMK(LM), NoAKPeENALL(M) NpenopbKuUTe.
KA = KamepHa apuTMua.

12.5.1. BsanmopencTeue neKapcTBo-cy6cTpar
ADbJIXKALLO ce Ha nognexawma 6onecreH
cybceTpar

KoraTo nma CbMHeHVe 3a nekapCcTBEHO-UHAYLMPAHW apuTMim,

TpsAbBa Aa 6bAe NPEeKbCHATO BCAKO BUHOBHO JIEKAPCTBEHO

CpeAacTBo. JoNbNHUTENHO TPAOBa Aa Ce HanpaBy Mb/iHa OLEeH-

Ka Ha naumeHTa 3a M3KJIlYBaHE HA CbpAeUYHOCHAOBU PUCKOBU

daKkTOpK, KOUTO BMXxa MOrNK Aa AONpPUHecaT 3a apuTMuaATa. Jle-

KapCTBEHO-MHAYLUMpPaHN apuTMun TpA6Ba ia ce MoJo3mMpar, ako

€ U3K/YeH BpOAeH Unu Npuaobut apuTmoreHeH cybcTpar, a

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

MEHAT eNeKTPUYHUTE CBOWCTBA Ha CbPLETO (Hanp. uypes yab-

KaBaHe Ha QT-WHTepBana) UIn BOAAT AO €NIEKTPONUTHN Hapy-

LeHus.

Mpw naumenTn c JIK xuneptpodua ynotpebata Ha coTanon

e cBbp3aHa ¢ npoapuTtmua.’*? Cbluo Taka, Ma U3BecTHM 6e3no-

KOWCTBa OTHOCHO ynoTpebaTta Ha ¢nekanHug v nponadeHoH

npv Tes3n naumneHTn, 0cobeHo Korato xmnepTpodusTa e 3Haum-

TenHa (nebennHa Ha JIK cteHa >1.4 cm) n/unu nma nopgnexaltua

CAD.744

JNlekapcTBa, GMOKMpalLM HaTpUeBWTE KaHanu, He TpsabBa

[a Ce M3nos3eaT NpPU NaunMeHT! C aHamHe3a 3a MUOKapAEeH WH-

GapkT'?® nnun npogbmkutenHa KT, Ab/Kalla ce Ha CTPYKTYPHO

CbpheyHo 3abonasaHe. [lpyru nekapcTea ¢ 610KMpallo HaTpu-

eBUTE KaHanu gencTBne, Kato TPULMKINYHM aHTUAeNnpecaHTy,

TpAbBa CbLLO Aa ce M36ArBaT B Te3u ycnosua. AKO KamepHata

byHKLMA He e HOpMaJHa, OLeHKaTa 1 fleyeHneTo Tpsbaa Aa 6b-

[aT NofobHM Ha cMTyauuaTa, Korato IMrNcBa Npuem Ha aHTua-

PUTMUYHU NTlEKapCTBa.

12.5.2. JlekapcTBeH B3anmoaencTeuA (Abmxawum ce

Ha cneun$punUYHN NeKapcTBa u KOM6VHaL W)
MHOro HeCcbpAeuHU MefMKaMeHTV MHXMOWPAT KanueBuTe Ka-
Hanm (http://www.crediblemeds.org) u ca cBbp3aHu ¢ puck ot
Taxukapauy tmn TdP npu nogatnveu naumeHTw. JleueHneTo ¢
HAKOJIKO aHTUBMOTHKA, KaTo KBUHONOHMW NN a3UTPOMULIUH, MO-
BU1LLIABA 3HAUYMMO PUCKaA OT CMbPT U CbpAeYHa apuTMua. 125745747
3a Apyrm MakponuZHW aHTMOMOTULM, BKIOUUTENIHO €pUTPO-
MULMH U KNAapUTPOMULIUH (KOUTO CbLio ce meTabonusmpar ot
eH3nma uutoxpom P450 3A4), e pokasaHo, Yye NOBULLABAT PUCKA
ot nonumopdHa KT 1 cbpaeyHa cMbpT, 0CO6eHO nNpu KeHu.”8
Kombu1HaLmsaTa oT MHXMBUTOPY Ha CCTeMaTa PeHVH-aHMMOTEH-
3VIH U aHTUOMOTMLM, KaTO KO-TPUMOKCA30/, NpY HepasnosHaTa
XunepKannemms Hanocnegbk ce CBbpP3BaT C MOBULIEH PUCK OT
BHe3anHa cMbpt.”*

CpepctBa 6/0KMPALLM HAaTPUEBUTE KaHanu, KaTo TpULu-
KIMYHU aHTUZENpPecaHTy, MoraT Ja foBedaT Ao paswwupsBaHe
Ha QRS-kommnnekca v TUNMYHa 3a CMHAPOM Ha Brugada EKI730
KapanoToKCMYHOCTTA Ha aHTPAUUKIIVH e A03a-3aBMCKMa, KaTo
No-BUCOKNUTE KyMyNaTVMBHM [031 MOBULWABAT PUCK OT Kapamo-
MUOMATUA 1 neTanHu aputmnun.’>1752 5-Onyopoypauymnn Moxe
na npoBoknpa KM nopaan KopoHapeH cnasbm.’>37>> Otposara
Ha KpacTaBaTa xaba Moxe fja AoBefie 0 KNMHUYHA TOKCUYHOCT
nogo6Ha Ha ANroKcMHOBaTa;’>® cboblasa ce, ye 6UNKOBM MPo-
AYKTW, KaTo vaii oT HanpbcTHUK (Digitalis purpurea), morat ga
AoBear fo noaobHu edpekT.”>’7>8 MHoro gpyrv nekapcrsa mo-
raT Aa 1oBeaaT 40 KOPOHAPEH crnasbm.”>?-76!

MouTy HEe3aBNCUMO OT CNeundUYHOTO NEKAPCTBO, MPUUUHM-
no TdP, neueHneTo Tpabea aa 6bae GokycmpaHo Bbpxy nM36Ar-
BaHe Ha MeAMKAMEHTO3HOTO JieYeHre NpY NaUNEHTN C BUCOK
PVICK OT NeKapcTBeHa apuTMnaA. IHTpaBeHO3eH MarHe3nin Moxe
fa noTucHe enusopuTe Ha TdP 6e3 HenpemeHHO Aa ckbcaAga QT,
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JOPY 1 NPV HOPMAJTHY CEPYMHM KOHLEHTPALMN Ha MarHesus.”s?
BpemeHHOTO nelicupaHe e MHOro epeKT1BHO 3a OBNaAABaHe Ha
TdP. Moxe ga ce npunoxu n nsonpotepeHon. Mpu Te3m naym-
€HTU ce NpenopbyBa CNUpaHe Ha BCAKO BUHOBHO JIeKapCTBO U
KOPEKLMA Ha eNIeKTPONIUTHUTE HapyLLEHWA.

12.5.3. MpoapuTMnUYeH pUCK OT aHTUAPUTMUNYHN
nekapcrtBsa

AHTUApPUTMUYHUTE NleKapCTBa OKa3BaT Mpekn epeKkTn BbpXy
cbpAeyHnTEe NOHHU KaHanu. OnekanHug, nponadpeHoH 1 XUHU-
OVH UMaT 6/10KMPALLO AeCTBME BbpPXY HaTpueBuUTe KaHanu.’s3
B ronemn kKnuHuyHM nsnuteaHu, kato CAST n CASH, cpeactea-
Ta, 6GNoKMpaLy HaTPMEBUTE KaHanW, ca NOBULLIMAN CMbPTHOCT-
Ta cpef MauMeHTU C NpeawecTsal] MmokapaeH nHbapkr.'22764
Mofo6HN TeHAEHUMN ca HabnogaBaHW B NO-PaHHN M3NUTBAHNA
BbpXy Mekcunetnh3®3 n ausonvpammng.>62 Mpu naumeHTy, nexy-
BaHW 3a npoabskuTenHa KT, Te3m cpefcTBa Morat fa NPOBOKMU-
paT no-4ecTn 1 HepARKO NO-TPYAHU 3a KapamoBepTpaHe enu-
3041 Ha NPOAbIIXKMTENHA KT.765766

D-cotanon, umctnat QT-yabsKaBal, mMegumkaMeHT (camo
knac lll aHTMapUTMNYHO CPeacTBO), € MOBULWWA NEKO CMbPT-
HocTTa B ronamo RCT npm naumeHTn cbe cTap nHPapKT.'>” B ns-
nuteaHeTto DIAMOND (Danish Investigators of Arrhythmia and
Mortality on Dofetilide) 3.3% oT nauneHTtuTe c Texxka CH ca no-
nyunnn TdP npes nbpsuTe 72 u. OT TepanusTa ¢ godpetunng.”®”
AmnopapoH moxe fa npuumHm TdP MHOro no-pagKo ot apyrute
AHTUAPUTMUYHW CPeACTBa yabkaBawy QT-uHTepsana.’s®

BbpagnaputMnnTe ca 4ecTo papMaKkoNoOrMyHO NoCNeacTBne
OT [WIOKCWH, Bepnamwui, guntmasem u 6et-6nokepu. Hakowm
apuUTMMKM Ca TUMUYHW 33 JUTUTaNNCcoBaTa TOKCUUYHOCT: YCKOPEH
npeacbpaeH, HoJaNeH WM KaMepeH aBTOMAaTM3bM, 4ecTo B
KOMbuHauua c AV 6510kK.

B noBeueTo ciyyan NoAXOALT BKOYBA CMPaHe Ha neKkap-
CTBOTO, MOHMTOPUPAHE Ha PUTbMa N MNOAADbP)KAHE HA HOpMa-
neH cepymeH Kanuii. Mone3Hn morat ga 6baat MHTpaBeHo3eH
MarHesuii 1 BpemMeHHo nemncrpaHe.’s> Moxe ga ce M3nonssa u
M30MNPOTEPEHON C LieNl YyCKOpABaHEe Ha CbppeyHaTa yectoTa u
CKbCABaHE Ha NMPOADBIKUTENIHOCTTA HA aKLMOHHWUA MOTeHUKnan
3a efIMMUHMPaHe Ha aenonapusauyunute n Tdp.762769-771

12.5.4. NpoapuTMmusa agbnkKalla ce Ha NPpoBOKMpaLn
dakTopn

Hakonko npoBoKkMpawy ¢akTopa, KaTo  XWMoOKanuemus
(<3.5 mM), 6bp30 NokauBaHe Ha eKCTpaUenynapHUsa Kanun u
XuriomarHesmemus, ca cebpsanm ¢ KA n BCC.”72773 XunomarHe-
3MeMMATA e KNacn4yeckn cebp3aHa ¢ nonumopoHa KT mnu TdP,
KOWTO MoraT fa ce MOBAUAAT OT i.v. MarHe3nin.”’#’7> Xvnokanu-
emMusi C Unn 6e3 XMnomarHesmemma Moxe Aa 6bae npuurHa 3a
KA npu nuua ¢ xunepToHMA 1 3aCTOHA CbpAeYHa HeJoCTaTby-
HOCT (Npean3BMKaHU OT yrnoTpeba Ha TMasngHU U GPUMKOBU
anypetnum).””* MHoro daktopu, Kato 6pagnkapans, ncxemus,
KOpOHapeH crnasbm, Tpom603a, ocTpo rnagysaHe’’® n ocTpa
asNKOXOMHa VHTOKCKKLMA/Aenpueaunsa,’’”’’8 morat ga ynecHar
pa3sutneto Ha KA n BCC. ICDs morart cbLio Aa npefn3BuKar no-
ABa Ha KA.779-781

Mpw Te3un NnaumeHTN ce NpenopbYBa CNpPaHe Ha BUHOBHUTE
NeKapcTBa U KOPEKUMSA Ha eNIeKTPOSIMTHNTE HapyLUEeHNS.

12.6. BHe3anHa cbpAeyHa CMbpT
cnej cCbpAevHa TpaHClaHTauuA

MHOro KAVHUYHU NpoyyYBaHMA AEMOHCTPUPAT, Ye BHe3anHaTa
CMDBPT € yecTa cnef cbpaeyHa TpaHcnnaHTauma (>10% ot pe-
LUMMMEHTUTE Ha CbpAeYeH TpaHcnnaHTar).’®? Hakou naumeHTn
nonyyaBaTt BHe3amnHa CMbpPT Clef aHaMHe3a 3@ HAKONKO TEXKN
enn3ona Ha OTXBbPJAHeE.

Mpu nauneHTn C oCTpa peaKkLma Ha OTXBbpPJIAHE NPOBOAHA-
Ta cucTemMa Moxe Aa 6bfie yBpeaeHa, koeto Boau Ao KA n BHe-
3anHa cMbpT. TpaHCAaHTMPaHWTE CbpLa HOCAT MNOBULLIEH PUCK
OT pa3BUTME Ha APUTMMM MO BPEME Ha XEMOAMHAMUYHKA CTpeC
npu xemoauanusa unu nnasmadepesa.’®3 KopoHapHa 6onecr ce
yCTaHOBABA NPV NOBEYETO NMOUYNHANN CbC CbpAeYeH TPaHCMIaH-
TaT M BHE3aMHa CMBPT; TA MOXKE ia Ce AbIKM Ha XnepKannemms,
Xemoamanusa unv nnasmadepesa Kato NyckoBu MexaHU3MM Ha
CbOUTUETO, HO MOXKe 1 la 6be NbPBUYHA PUTDBMHA CMBPT.

Ynotpe6ata Ha ICD cnep cbpheyHa TpaHCMNAHTaLUA MOXe a
6bae 060CcHOBaHa NPy U36paHV BUCOKO-PUCKOBM NaLmeHT.”84

12.7. BHe3anHa cbpAe4YHa CMbpT
npw CNOPTUCTIN

npeBeHuvm Ha BHe3alMnHa CbpAeYHa CMDbPT Npu cnopTucTn

b C

Mpenopbkn Knac® | Huso 7E3)

BHuMmaTenHo cHemaHe Ha aHaMHe-
33 3a pasKpMBaHe Ha Moasexalla
CbpAeyHo-cbaoBa bonect, pu-
TbMHO HapylleHne, CUHKOMNanHu
enunsoan unu dGamunHa aHamHesa
3a BCC ce npenopbusa npu cnop-
™mcTn.

Tasn
eKc-
nepTHa
rpyna

Mpu naeHTudukauma Ha EKI-Ha-
pyLeHns, HacouBalWM KbM CTPYK-
TypHa cbppaeyHa bonecT, ce npe-
nopbyBa exokapamnorpadpua n/mnu
obpasHa grarHocTrka ¢ CMR.

Tazn
eKc-
nepTHa
rpyna

Ou3nKanHo um3cneaBaHe U 12-ka-
HanHa EKI B nokoin Tpa6ea pa ce
YMa npeaBupa Kato npeacbcTesa- lla
TeNeH CKPUHWHT Npu nNo-Mnaau
CropTUCTHU.

Tasn
eKc-
nepTHa
rpyna

Jlnya Ha cpepHa Bb3pacT, BKMOY-
BalLM Ce B HATOBAPBaHMA C BUCOKA
WHTEH3UBHOCT, TpAbBa Aa 6bgaT
NOAJIOXKEHN HA CKPUHMHI upe3
aHamHe3a, ¢u3MKaneH  CTaTyc,
SCORE v EKT B nokow.

lla 785

[lepcoHanbT Ha CMOPTHU CbOPbB-
XKeHus TpsA6Ba Aa 6bhe 0byyeH Ha
KapAuonynMoHanHa pecycuuTa-
uMa 1 Ha nNpaBunHa ynotpeba Ha
aBTOMaTWYHM BBHIWHN Aepnbpu-
natopu.

lla 179,786

2Knac Ha npenopbKuTe.

"HuBO Ha fOKa3aTeNCTBEHOCT.

U3TOUHMK(LK), NOAKPeNALL (1) NpenopbKuTe.

CMR = cbppaeyeH (AppeHo-)MarHmTeH 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 nmat npekomepeH puck ot BCC B cpaBHeHue
C HEeCmopTMCTM Ha CbluaTa Bb3pacT:?® roguiiHaTta yectoTa
Ha BCC npu mnagu cnoptuctu (<35 rognHmn) ce nsyncnaea B
AmnanasoHa o1 0.7 go 3.0 Ha 100 000 cnopTrcTn.”®® Mpwu no-
Bb3PaCTHM CMOPTUCTM YecToTaTa e MO-BMCOKAa U O4YaKBaHO
HapacTBa C Bb3PacTTa.’®® MHTEH3UTEeTHT Ha HaTOBapBaHUATa
1 Bb3pacTTa Ha CMOPTUCTa Ca KNIOYOBM PUCKOBU PpaKkTopu.

Hali-yuecTTe NpnvyMHM 3a BHe3anHa CMbPT Npu No-mna-
AV CNOPTUCTW Ca BPOAEHN apUTMOreHHW HapylieHua (Kap-
aviommonaTtum n kKaHanonatum) n CAD (BpopeHa n npugobu-
Ta). Mpe3 1980 r. B CbpaeyYHNA NHCTUTYT Ha MuHeanonuc B
CALL 6ewe cb3gapeH HaunoHaneH perncTbp Ha BHe3anHaTa
CMBPT NPU CNOPTUCTU, KOWTO CbobLaBa 3a 1866 ciyyas Ha
BHe3anHa cMbpT nNpu nuua <40-roauillHa Bb3pacT 3a nepu-
oA Ha HabnogeHue oT 27 rognHu. TexHUTe faHHK NOKa3Bar,
ye 36% OT BCUYKM CNlyYyan Ha BHe3amnHa CMbPT B TO3U pernc-
Tbp Ce AbJIKAT HAa NOTBbPAEHU CbPAEYHOCHAOBU NMPUUNHW,
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 uscnegosatenu ca
NpoBenu NPOCMNeKTUBHO KOXOPTHO NpOy4YBaHe BbpPXYy nuua
<36-roauuHa Bb3pacT BKJIOYEHUN B CbCTe3aTeIHM CMOPTOBe
mexay 1979 n 1999 r. ARVC e ycTaHOBeHa KaTo NpuynHa 3a
BCC npwu 24% oT Te3u cbCTe3aTtenu, caiefBaHa OT aTepockne-
potunuHa CAD (20%), aHOManeH Npomn3xoa Ha KOPOHapHM ap-
Tepun (14%) v nponanc Ha MuTpanHata Knana (12%).26 Mpw
No-Bb3PacTHU CcNopTUCTU (>35-40 roAnHU), KaKTo U B 06-
LOTO HaceneHve KOpOHapHaTa aTepocKnepoTmyHa bonect
€ OTroBOPHA 3a Haj NoJIoBMHATa OT ciiydauTe.?®

MpeacbcTesaTeNHUAT CKPUHUHE n3rnexaa edukacen’?0
3a npepoTtBpataBaHe Ha BCC, HO CKpHMHroBure nporpamm
Ce pasfnnyaBaT 3HAYMTENIHO B €BPOMENCKNTE CTPaHU, KakTo
n mexay Espona n CALL7®" CopieUHUAT CKPUHUHT TpAabBa
Ja 6bfe cbobpa3eH C Bb3paCTTa Ha CNOPTWCTa NpeaBuf
Bb3pacToBO-CcneundunyHuTe pnuckosu paktopu. Mpu mnagn
cnopTucTn (€35 rogmHM), CKPMHUHIBT TpAGBa fa 6bae ¢o-
KycnpaH BbpXy HacneACTBEHU KapAMoMmnonaTum 1 KaHano-
natum (BrxTe pasgenu 8 n 9). NMpu No-Bb3pacTHU NaLUEHTH
CAD e Han-yecTaTa npuumHa 3a BCC v cKpuHUHI BT TpAGBa Aa
6bLe HAaCOUEH KbM OTKPMBAHE Ha NMPU3HALM Ha ncxemus.’?

EBponelickaTa acoumnayma no CbpAevyHOCbA0Ba NPeBeH-
uma n pexabunutauua nybnmkyBa Npenopbku 3a CbpAey-
HOCbBJOBa OLEHKa Ha aKTUBHM N1La Ha cpefHa/no-ronama
BbH3PacT yyacTBalM B CMOPTHU AEWHOCTM B CBOGOAHOTO CM
Bpeme.”®? CxemaTa 3a PUCKOBA OLIEHKA Ha aKTUBHM NMua Ha
cpefHa Bb3pacT e ouepTaHa BbB Queypa 4.

Hackopo, Menafoglio et al.”® npaBaT oueHKa Ha U3nNons-
BaHUTe pecypcu, pe3yntatute U MKOHOMMYeCKaTa LieHa Ha
Ta3n npeBaHTMBHa cTpaTerua npu 785 cnoptnctu Ha 35-56
rOAVHMW y4yacTBaln B CMOPTOBE C BMCOK UHTeH3nTeT. HoBa
naToJIoOrMYHa CbpPAEYHOCHA0BA HaxofKa € yCTaHOBEeHa npu
2.8% OT cnopTUCTUTE, a LeHaTa e 6una $199 Ha cnopTuUCT.
ABTOpUTe NPaBAT 3aKJIl0UYEHNe, Ye OLleHKaTa KaTo LAo e on-
paBAaHa npu pasymHa ueHa.’®

BaXHO e TpeHbOpWTE U NepCOHaNBbT Ha CMOPTHUTE CbO-
pbXeHna aa ca obyuyeHu fa ce CNPaBAT CbC CNELWHN CUTYa-
LuuKn, Aa U3BbPLUBAT KAPAMOMYNIMOHaHa pecycumMTauma n aa
M3MoN3BaT aBTOMATUYHN BbHWHK aednbpunatopu.'’2786

12.8. Cunapom Ha Wolff-Parkinson-White

CuHppombT Ha Wolff-Parkinson-White (WPW) e gocta paa-
Ka npunynHa 3a BCC, c usuncnena yectota mexgy 0.05 1 0.2%

Moaxoa npu nauyneHTn cbec cuHgpom Ha Wolff-Parkinson-
White Syndrome

Mpenopbknu

A6nauua ce npenopbuBa nNpwv na-
uneHtn ¢ WPW cuHpgpom pecyc-
UMTUPAHN 3a BHe3amnHa CbpheyHa
CMBPT, AbMKaLa 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 AOMBAHUTENHN BPb3-
KN C pedppakTepeH neprog c Abi-
KMHa <240 mc.

2Knac Ha npenopbKuTe.

"HyBO Ha JOKa3aTeNICTBEHOCT.

U3TOUHKMK(LUK), NnoaKpenAL(M) NnpenopbKuTe.

MM = npefacbpaHo MbXaeHe; KM = kamepHo mbxaeHe; WPW = Wolff-
Parkinson-White.

Ha roguHa.”®* BCC moXe Aa HacTbnu nopaan passutue Ha
MM ¢ MHoro 6bp3 KamepeH OTrOBOpP, KOETO JereHepupa Ao
KM.”> OcHoBHMAT puckoB dakTop 3a BCC e Hannune Ha go-
NbAHUTENEH MbBT C KbC aHTerpajeH pedpakTepeH nepuog.
B ckopoweH 8-roguweH npocnekTMBeH perncrbp ¢ 2169
nauneHtTn ¢ WPW-cungpom BCC e HacTbnuna rnasHo npu
nauneHTn C aHTerpaHu peppakTepHn Nepnoamn Ha JoNnbi-
HUTeNnHUTe NbTrwa <240 mc n AV preHTpn Taxmkapausa, aa-
Balla Hauyano Ha MNM.”%3

EOU c abnauyua ce npenopbyBa npu nauneHtn ¢ WPW
CMHAPOM, pecycunmTupaHn OT NpeKbCHaT CbpheyeH apecT
nopaau MM, n 6bp3o NpoBexgaHe No AOMbAHUTENHNA NbT,
npeaunssrkeawo KM.”°® Tpsa6sa ga ce uma npeasua EOU
M M3BbpLBaHe Ha abnayusa, ako MaUUEHTBT € CUMNTOMEH
(Hanp. cbc cMHKON MAKU NannuTaunn) n/wnm peppakTepHUAaT
nepuof Ha AONbAHUTENHNA NMbT e <240 mc.”*3 EQW Tpsabsa ga
BK/IOUYBA M3MepBaHe Ha Han-KbcuA npeekcumtupad RR nH-
TepBan no Bpeme Ha nHayuuparo MNM (nnn Han-kbcua npe-
ekcumtmpaH RR nHTepBan no Bpeme Ha 6bP30 NpeAcbpPAHO
necupaHe), onpegensHe Ha 6pos 1 NokKanMsaumsaTa Ha go-
NbAHUTENHUTE MNbTULLA, aHTEerpagHUTe MU peTporpagHuTe
XapaKTePUCTUKN Ha AONbAHUTENHUTE NbTUa 1 AV Bb3ena,
n edekTMBHUA pedpaKkTepeH nepmon Ha AONBAHUTENHUTE
NbTULLA U Ha KamepaTa Npu pPasnyHN bJKUHU Ha LMKbAa.

Mpu naymeHtTn ¢ WPW TpsabBa fa ce nsbArsa neyeHue ¢
KasuMeBn aHTaroHNCTW (BepanaMui) UanM AUFrOKCUH, 3aLW0To
Te3n MeAMKaMeHTW MoraT fa yBenuyaT aHTerpajHaTta npo-
BOAUMOCT Npe3 JOMbHUTENHNA NbT Upe3 yabxKaBaHe Ha
pedpakTepHUA nepnop Ha AV Bb3en.
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AKTUBEH
3pan/Bb3pacTteH
/[ Bmp‘ armERot J\
AKTNBHOCT AKTUBHOCT AKTMBHOCT
C HUCDBK MHTEeH3UTeT C yMEPEH NHTeH3UTeT C BUCOK NHTEH3UNTEeT
OueHKa Ha pucka
(camooLieHKa 1nn Henekapcka)
HeraTuBHa Mo3uTtnBHa

CKPUHWHr OT NeKap

« AHaMHe3a

« QusnkaneH craryc

« OueHka cbc SCORE

« ECG B nokon
Y

HeratuBeH Mo3nTnBeH
MakcumaneH
cTpec-Tect
HeraTuseH Mo3utueeH
Pa3pelwuasa ce Paspewasa ce;d)msmquKa aKTUBHOCT [ombaHuTenHa
du3myecka akTMBHOCT C YMepeH/BUCOK NHTeH3UTeT OLIeHKa, CbOTBETHO
C HACHK MHTEH3NTET neveHmne
¥ MIHOUBUAYANHO
npenopbka 3a OA
EKT = enektpokapavorpama; DA = dusmnyecka aktnsHocT; SCORE = cucTemMa 3a OLIEHKa Ha KOPOHAPHUA PUCK.
Qurypa4: T[lpeanoxeHue 3a NPOTOKON 3a NpeAcbcTe3aTes/IHa OLeHKa Npu 6e3CUMNTOMHU aKTUBHYW NULLA B 3psiyia UK NO-rons-

Ma Bb3pacT. AfanTrpaHo ¢ paspelueHue ot Borjesson et al.”*?
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12.9. lMpeBeHUMNA Ha BHe3aNHa cbpAeyvHa
CMBbPT Npu HanpeaHana Bb3pacT

YnoTtpeb6aTa Ha aHTUAPUTMUYHU NIEKAPCTBA MPU NO-Bb3PaCTHU
nauveHTV TpsA6Ba Aa 6bae cbobpaseHa C NoHMXKeHWA 6bbpeueH
N yepHoApPobeH KANPBHC, MPOMEHMN B TEfIECHUTE NapameTpu U
HanMumeTo Ha Npuapy»KaBalm 3abonaBaHnA. PUCKBT OT nekap-
CTBEHM B3aMOAeNCTBYA TPAOBa Aa CbLLO f1a ce B3eMe NpeaBua,
Tbi KaTO MOXKe fia € HeobxoauMma KopeKuua Ha go3aTta. Mpw nun-
ca Ha crneyndryHN NpoTMBONOKa3aHUA 6eta-6nokepute TpA6-
Ba Aia Ce umaT npeasua Npy No-Bb3PaCcTHU NALMEHTU Cneg Mu-
oKappzeH MHGapKT, Tbi KaTo 3a TAX e AoKa3aHo, Yye npeanassaT
o1 BCC npu nauueHTn >65-roauiuHa Bb3pact.””’

LLinpoko ce m3non3zeat ICDs npn No-Bb3pacTHN NaUNEHTH:
noArpynosuAT aHanus B nanutsaHma AVID n MADIT-II ca semoH-
CcTpupanu ekBMBaneHTHM nonsu ot ICD npu no-Bb3pacTHU ”
no-mnaam nauneHTn.%'53 Meta-aHanus, KOMOVHVPaLL aHHK OT
M3NUTBaHWA BbPXY NbpBUYHaTa npeseHuua Ha SCD [Multicenter
UnSustained Tachycardia Trial (MUSTT), MADIT-II, DEFINITE n
SCD-HeFT], yctaHoBsABa, Ye ICD-TepanusATa noHmxasa obuyata
CMBPTHOCT MpW NauueHTU >75-roguiiHa Bb3pacT Npy naunca
Ha cBbp3aHu ¢ ICD ycnoxHeHus [HR 0.73 (95% Cl 0.51, 0.974),
P = 0.03].7°8 UHTepecHo e, ye Apyr MeTa-aHaNM3 NofCcKasBga, ye
TepanusTa ¢ ICD moxe aa 6bae no-manko 6naronpusaTHa nNpu
no-Bb3pacTHU NaumeHTu ¢ Texka JIK gucoyHkuma [HR 0.75 (95%
Cl 0.61, 0.91)]1.7°° C60pHM AaHHW OT M3NUTBAHUA 3a BTOPUYHA
npeseHuus (AVID, CASH u CIDS) paskpwuBart, ye TepanuaTa c ICD
€ MOHWXKNa 3HaYMmo obulaTta U PpUTbMHATA CMBPT NPU Naym-
eHTuK <75-roauilHa Bb3pacT, HO He 1 NPW NauneHTn =75 roguHn
[HR 3a o6waTta cmbpTHOCT 1.06 (95% Cl 0.69, 1.64), P = 0.79; HR
3a putbMHaTa cMbpT 0.90 (95% C1 0.42, 1.95), P = 0.791.8%° laHHm
OoT 06cepBaLMOHHN MPOYUYBAHNA N PETUCTPU Ha eXXefHEBHaTa
KNWHWYHa NpaKTUKa Mo NbpBUYHA MPEBEHLUUA AEMOHCTPUPAT,
Yye MNNaHTaumATa Ha yCTPOWCTBa He TpA6GBa Aa ce NpeapeLlaBa
€[IUHCTBEHO OT Bb3pacTTa, 801802

PeweHneto 3a umnnaHtupaHe Ha ICD Tpa6bBa fa B3eme
npeaBus NocneAcTBUATa OT YCTPOWCTBOTO BbPXY KauyecTBaTa
Ha XunBoTa: nognpoyysaHe Ha MADIT-Il He ycTaHOBABa 3HaUMMO
MOHVXeHNe Ha 6POoA NPEXUBEHN FOAMHUN C JOOPO KayecTBO Ha
KMBOTa NPW NaumeHTn =65 rogmHn.8% Mo npuHuymn, Bb3pacTTa
He e cpep KpuTepunTe 3a NpaBunHa ynotpeba Ha ICD, Tbit KaTo
CblLecTBYBa Bb3MOXHOCT NMOYMHaNNTE BHE3aMNHO OCeEMAEeCeTro-
OVLWHKW NauneHTN fa ca bunm BUCOKONPOAYKTUBHU, LOPU U Npe3
Mecela npeflecTtsauy cMbpTTa UM.8%* KnuHnuHata npeueHka
B CbUeTaHMe C »KefaHuATa Ha NauneHTa n/unm cemencTBoTo My
MOXe fia AOMPUHECe 3a PeLLUEeHNETO 3a OTK/IOHABaHe OT CTaH-
JapTHWTe NpenopbKM 3a ynoTpeba Ha ICD.

12.10. Bbnpocu B Kpas Ha XXNBOTa

TepMuHanHO 6ONHU NAUMEHTM YecTO pa3BMBaT CbCTOSAHMA,
npegpasnonarawn KbM apuTMnn (XMNoKcus, 60sKa 1 enekTpo-
NUTHW HapyLlweHus), n go 20% ot Te3un ¢ ICD nonyyasaT WokoBe
npes nociegHUTe ceMuULIM OT XKunBoTa ci,80>:807,808
O6cbXKaaHeTo Ha aeakTnBaumsa Ha ICD ¢ naymeHTa 1 cemen-
CTBOTO My C LieNl TpeBeHLMA Ha HeonpaBdaHusA cTpec 1 6osKa 3a
YMMPaLLNA YOBEK € BaXKHa, HO YecTo npeHebpersaHa Heobxo-
ammocT. Tpsbea faa 6bae 06bPHATO BHUMAHKE Ha XKeflaHnATa Ha
naumneHTa Npu 3auynTaHe KakTo Ha UHPOPMUPaAHOTO Cbriacue,
Taka 1 Ha MHPOPMMpPaHMA OTKa3. KoraTto camuTe naymeHTn He
ca cnocobHM Aa B3emaT TakoBa pelueHue, Tpabea fa 6bae uyTo
MHEHMETO Ha YJIeH UNK NpeaCcTaBUTEN Ha CEMENCTBOTO UK A

MoBefeHne npn BbNpocH B Kpas Ha XKMBOTa

b

Mpenopbknu Knac® | Hueo UsT

O6cbKaaHe Ha BbMPOCK, Kacaewym
Kpas Ha »KWBOTa, C NALNEHTU, KOW-
TO Ca KaHAMAATM 3a MOCTaBAHE Ha
ICD, TpAbBa Aa ce vma npeasug Illa
npeav MMNAaHTaumsaTa My U BbB
BaXXHN MOMEHTU OT Pa3BUTHETO Ha
6onectTa.

805, 806

[NleakTBrpaHe Ha ICD Tpsa6Ba Aa
ce Ma npeaBuA Npw BJOWABaHe lla
Ha KNVHUYHOTO CbCTOAHME.

805, 806

2Knac Ha npenopbKuTe.

"HyBO Ha JOKa3aTeNICTBEHOCT.

U3TOUHKK(UK), NnoaKpenAL(M) NnpenopbKuTe.

ICD = nmnnaHTUpyem KapamosepTtep aepubpunatop.

6bAe M3MbIHEHO MPUXMBE 3aBELYAHNETO Ha NALMEHTA, aKo Cb-
LecTByBa TakoBa,80>808,809

Mopaau CNOXHOCTTa Ha TO3U BBMPOC, N3yepraTenHaTa uH-
dbopmMauma 3a TOBa Kak Aa 6baaT npunaraHu NpenopbKUTE MOXe
Aa 6bfe HamepeHa B ABa KOHCEHCYCHU fOKyMeHTa Ha EHRASS
Ha Heart Rhythm Society.8% JonbnuutenHo tpa6ea ga 6baat
B3€TV NPeaBuUS JIOKaIHUTE NPaBUA 1 3aKOHMW.

JeakTusauuata moxe ga 6bae HanpaeeHa 4pes nporpa-
MVpaHe Ha YCTPOMCTBOTO WK, aKO TOBA HE € Bb3MOXHO, upes
npunaraHe Ha MarHUT HeMoOCPeACTBEHO BbPXY YCTPOWMCTBOTO.
Moxe ga ce npegnoyete OTMAHA CaMO Ha aHTU-TaXMKapaHUTE
byHKUMKM 1 fa ce 3anasu necMpaHeTo npu 6pagukapans, 3a aa
ce n3berHe BnoOLWaBaHe Ha CMMNTOMAaTHKaTa.

13. Npa3HuHN B fOKa3aTeNncTBaTa

+ [bpBaTta KNMHUYHa NPOABA Ha BHE3amnHa CMbPT e YecTo da-
TanHa. Mo Tas3n NnpuunHa, naeHTMGMKaLMATa Ha NaLmneHTuTe
C MOBMLUEH PUCK OT BHe3arnHa CMbPT ocTaBa PrnocoPpckmnaTt
KaMbK Ha npeBeHLMATa Ha BHe3anHaTa cMbpT. Puckosata
cTpatudmKauma ¢ uen nbpBuyHa npeseHuma Ha BCC ¢ nH-
Ba3WBHW 1 HEMHBa3VBHYW CPEACTBA € BCe Olle He3aJ0BOMN-
TenHo. HoBnTe MeTOoAN, KaTo reHeTUYHO npodunnpane, EKI-
CKPVHUHT 11 06pa3HN MeToAM Ce HYXLaAT OT oueHKa. Mma
CneLHa Heo6X0ANMOCT OT HayUYHW M3CefBaHUA B obnacTTa
Ha Han-fobpuTe MeToaM 3a OTKpMBaHE Ha GE3CMMMTOMHYN
nomnynaumm C NoOBULLIEH PUCK OT BHe3anHa cMbpT. Hy>kHM ca
NPOCTN U €BTUHW MeTOAM, MOAXOAALLM 338 MACOB CKPUHUHT.

+  OcurypsaBaHeTo Ha edeKTUBHA 1 MOCNefoBaTeNnHa Bepura
OT MepK/ € OT U3K/IUUTENIHO 3HauyeHre 3a nofobpsaBaHe
Ha NPEeKUBAEMOCTTA Ha XXepTBUTE Ha BHe3amnHa cMbpT. He-
0b6xoaumm ca olle M3cnefBaHUA 3a OLEHKa Ha ONTUMaNHNA
AV3aiiH Ha Te3n BepuUry Ha ouenABaHETO BK/OYBaLM [O-
6OMHNYHY MEPKIN U BLTPEDOOSTHNYHM NPOTOKONN.

«  Ycnexute B npeseHumAta Ha CAD mn CH, gbnxawa ce Ha
MUOKapAeH VHPapKT, MOHMXMXa YyBCTBUTENHO YecToTaTa
Ha BHe3anHaTa cMbpT. Heobxoammm ca AOMbAHUTENHN W3-
cnefiBaHNA Ha ApyryiTe NPUYUHK 3a BHe3anHa CMbpPT C Len
JOMbJIHUTENHO MOHMXaBaHe Ha yecToTaTa Ha BHe3arnHaTta
CMBPT.

« [loBeue oT NonoBuHaTa OT XepPTBUTE Ha BHe3anHa CMbPT
umar 3anaseHa JIK ¢pyHkuma. Mima cnewHa Hyxpfa oT cneumn-
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dUYHM HayuYHW Nporpamm 3a paskpuBaHe Ha MeXaHU3MuTe,
NPUYMHABALLM BHE3aMHa CMbBPT NPU NaUMEHTM CbC 3ana-
3eHa JIK ¢yHKUMA, KONTO BEPOATHO M3NCKBAT MHTEPAUCLMN-
MAVHaPHM NOAXOAM BKJIOUBALLM KapAWONO3M, FeHeTuuw,
ennaemMmnonosn u cneunanncT no ¢yHgameHTanHu u TpaH-
CNauUMOHHK Hayku. TakuBa nscneaBaHua TpA6bBa Aa BKOY-
BaT No-f06pa OTKPUBAEMOCT Ha NaLMEHTU C BPOLEHMN Kap-
AVomMMonaTM N HacneacTBeHV apuTMOTreHHU HapyLieHWs,
cTpaTUPUKaLMA Ha pUCKa OT BHe3anHa CMbPT NpuW NauuneH-
71 cbc CH 1 3anaseHa ®U n oueHKa Ha pucKka OT BHe3anHa
CMBbPT Npu nauymeHTn ¢ MM.

Hedunbpunatopute-KnneTkn Morat fa ce oKaxkaT UHTepec-
Ha TepaneBTMYHA ONuUWA NpW M36paHM MaLUEHTH, HO ce
HY>KAaAT OT NO-rofnemMun paHAOMU3UPaHU N3NNTBaHWA Npean
NbJIHO AePUHMPaHE Ha ACHW NOKa3aHuA.

Mma HyxJa oT paHAOMM3MPaHW M3NUTBAHNA BbPXY HY>KAaTa
OT cTpaTUdMKaLmnAa Ha prUcKa C MHBA3NBHO enekTpodunsno-
NIOTMYHO U3CNefBaHe CKOPO cnef M1UOKapaeH MHOapKT.
MoBeyue OT geceTuneTre N3MMHa OT Ny6NMKYBaHETO Ha OC-
Hosononarawute RCTs Bbpxy NbpBMYHaTa NpeBeHuMA Ha
BCC, kouto n gocera cny»<aT 3a OCHOBa Ha ynotpebaTta Ha
ICD npwv nauneHTn c JIK cuctonHa aucodyHkuma n CH. OTrora-
Ba NPodMABT Ha NALMEHTUTE N MeANKAMEHTO3HOTO JieyeHne
ca npeTbpneny 3HaunTeNnHa NPoMsaHa: AHELWHNTE NauneHTn
Ca No-Bb3pPaCcTHM U MMAT NoBeve NpUapYy*aBawy 3abons-
BaHuA, Kato MM, xpoHuuyHa 6bbpeyHa 6onect n apyru. Mo-
paau ToBa ca HEO6XOAVMMN HOBU KIIVIHUYHU U3NUTBAHWSA 3a
OLleHKa Ha noTeHUuManHaTa nonsa oT NbpBUYHA NPEBEHLMA
Ha BCC c ICD npu gHewHaTa nonynauua oT nauueHTn. Toi
KaTo B MOMEHTa He ce npoBexaaT HoBY cboTBeTHU RCTs, no-
BeYe CBeT/IHA BbPXY TO3M KIMHUYHO Ba)KeH BbMPOC Morat
[la XBbPNAT faHHUTE OT MPOCMEKTUBHU PETUCTPN.
Heobxoarmu ca olle n3cneaBaHvia 3a yTBbpKaaBaHe Ha no-
yMBaLLMTe Ha JOKa3aTencTBa AeNHOCTM 3a HamanABaHe Ha
Nncuxo-coumnanHmuTe epekT 1 3a ONTUMU3MPAHE Ha FPUXKITE
W noakpenaTta Ha NauMeHTU 1 CEMENCTBA C NOBULLEH PUCK
ot BCC.

Mpu MHOrO OT NaLMEeHTMTE C NMOHMXKeHa n3TnackBalla Gppak-
uMA HacTbNBa nopgobpeHmne Ha JIKOU ¢ BpemeTo. HAkom oT
Te3u nayMeHTn nonyyasaT aedpunbpunatop 6e3 scHa Heobxo-
AMMOCT, OKaTO APpYry MOraT ja OCTaHaT C MOBULLEH PUCK OT
BHE3aMHa CMbpT, BbNpeKn Bb3CTaHOBABAHETO Ha JIK ¢yHK-
uuna. Heobxogmmum ca oule n3cnefBaHvA BbpXy Hail-gobpus
HauvH 3a OLeHKa Npu Te3n NauneHTH, 3a OCbLLEeCTBABAHE Ha
no-fo6bp NepcoHann3paH NOAXo  KbM BHE3anHaTa CMbpT.
Ynotpe6ata Ha CRT(-D) npu nauuneHtn ¢ MM 1 MACTOTO Ha
abnauyusATa Ha AV Bb3ena He ca Jo6pe onpeaeneHn U3BbH
pamKunTe Ha obcepBaLMOHHMTE AaHHU. ViMa AcHa Hyxaa oT
paHAOMU3MPAHN N3NUTBAHUA C AOCTaTbyHa CTaTUCTUYECKA
cuna B paMKuUTe Ha Tasu rpyna nauymeHTu.

O6nacTTa Ha HaceCTBEHUTE aPUTMUUN 1 KapAnoMMonaTu-
nTe e U3npaBeHa Npep roaamM Hanpeabk Npes nocnegHuTe
20 roAnHW, rNaBHO nNopajn WMpoKaTa AOCTbMHOCT Ha re-
HeTUYHaTa AUarHOCTMKa M HANIMYMETO Ha KIVHWUYHU JaHHU
OT rofemMun permcTpu. Bce oule obaue cblyecTByBa ronam
He[oCTUr Ha faHHW. fonAM 6poK NaLMeHTH C MbPBUYHMN Ha-
CNeACTBEHV apUTMUM U KapAXOMUONaTUK BCe ole ymmpaT
npeav NocTaBsAHe Ha ANArHo3a, KOeTo NoACKa3Ba Heobxoaun-
MOCT OT No-Ao6pur AnarHocTnyHM noaxoau. ColyecTByBaT 1
NpPa3HOTN MO OTHOLLEHME Ha CXeMUTe 3a cTpaTUduKaLma Ha
pucka npu 6onecTu, Kato cMHAPoM Ha Brugada, SQTS, ARVC
1 NOBEYETO HENCXEMUYHM ANNATATUBHU KapAnOMMonaTumn.

KT Bnowasat nporHo3aTa Npv NaUMeHTn C PasfnyHn CTPYyK-
TYPHU CbpAeyHn 6onecTtn. Mima cneluHa Hy»Aa OT HOBa aH-
TUAPUTMNYHA NN ApYra MefMKamMeHTO3Ha Tepanus, KOATO
Aa fafe Bb3MOMKHOCT 3a NPOTEKUMA Ha MO-WWPOK Kpbr
nauueHT OT MbPBY UK NOBTOPHU »KMBOTO3acTpaLlaBallym
KA. Bce ouje uma HeobXOAMMOCT OT NPOBepKa Aanu cnewyu-
GUYHO aHTMAPUTMWYHO NleYeHre MOXKe Aa nopobpu Tasu
nporHo3a. [lokaTo KaTeTbpHaTa abnauua Ha peunamsupa-
wata KT npu naymeHTn cbC CTPYKTYpHa CbpheyHa 6onect
[OKa3aHO HamansABa 3HauMmo 6posA Ha peunansuTe Ha KT,
OTPaXeHMeTOo Ha KaTeTbpHaTa abnauua Ha KT Bbpxy cMbpT-
HOCTTa € HEeACHO U Ce HyX/ae OT u3cneasaHe.

14. 3Boan OoT npenopbKuTe

»KaKBO fla NpaBMM N KaKBO fia
He npaBuM”

LisanoTo HaceneHune Knac® | HusoP

AHanM3 Ha KpbBTa U APYr1 B3eTU MPaBUIHO
TeNeCHN TEYHOCTY 338 TOKCUKOOMA 1 MONEKY-
NIApPHa NaToNoruA ce NpenopbyBa Npw BCUYKK
KEPTBU Ha HEOBACHNMa BHE3amnHa CMbPT.

MpenopbyBa ce nocraBsHe Ha O6LECTBEHO
[OCTbNHY gedubpunatopy Ha MecTa, KbaeTo
CbPAEYHUAT APECT e CPAaBHUTENHO YeCT U UMa
NOAXOAALM YCOBMA 3a CbXpaHeHue (Hanp.
yunnmwa, CropTHU CTaAuWoHW, TONEeMU rapw,
KasuHa ¥ T.H.) UIM Ha MecTa, KbAETo HAMa Apyr
pocton fo Aedumbpunauyma (Hanp. Bnakose,
KPYM3HW Kopabu, CamoneTu 1 T.H.).

MaumeHTn c nokasaHmsa 3a ICD

O6cbXKAaHe Ha BbMPOCK OTHOCHO KauecTBOTO
Ha XMBOTa Cce NpenopbyBa NPean NocTaBaHe
Ha ICD v B x04a Ha nporpecusita Ha bonectTta
Npu BCUYKM NaLMEHTH.

UcxemunuHa 6onect Ha cbpuyeTo

KoHTponHa oueHka Ha JIKODU 6-12 cegmumum
cnep MMOKapAeH MHGapKT ce npenopbyBa 3a
oLeHKa Ha MoTeHUManHaTa Hyzga oT nocTaBa-
He Ha ICD c uen NbpBMYHa NpeBeHLUA.

B
B

MauyneHTn cbe CbpAevyHa HeoCTaTbYHOCT

ICD-Tepanusa ce npenopbyBa 3a HamanABaHe
Ha yecToTaTa Ha BCC npu nauneHTn cbc cumn-
ToMHa CH (knac Il unm 1l no NYHA) n NKOU
<35% cneg =3 meceua OnNTUMANHO MefuKa-
MEHTO3HO JleyeHue, NPV KOUTO OvaKBaHaTa
npeXxnBAeMocT € MMHUMYM 1 roanHa npw Ao-
6bp PpyHKLUMOHaNEH cTaTyc.

- WcxemmuHa eTronorua n MUHUMYM 6 ceamu-
Ly cnep MruokapaeH nHbapkT

- He-ncxemunyHa etnonorna

3a HamansABaHe Ha obwata cMbpTHOCT CRT-D
ce nperopbyBa NPU MaLMeHTV C WMPUHA Ha
QRS-komnnekca =130 mc, ¢ JIKODU <30% u c
JIBB, BbNpekn nposeaeHaTa Ha-mManko 3 me-
cella onTUMasnHa papmakonormyHa Tepanus,
OyYaKBaHa NPeXMBAEMOCT MUHUMYM 1 roanHa
npu o6bp GyHKLMOHANEH cTaTyc.
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3a HamansABaHe Ha obwarta cMbpTHOCT CRT ce
npenopbuBa npu nauneHTn ¢ JIKOU <35% n
JI6B, BbnNpeKkn npoBeaeHaTa Hal-mManko 3 me-
cela onTumanHa papmakonornyHa Tepanus, C
OYaKBaHa NPeXnBAMOCT MUHUMYM 1 rognHa
npv Ao6bP PyHKLUMOHANEH cTaTyc.

- CwmpmHa Ha QRS >150 mc

- CwwupmHa Ha QRS 120-150 mc

HacnepctBeHa aputmoreHHa 6onect

M36AarsaHe Ha cbCTe3aTenHM CNOPTOBE Ce npe-
nopbyBa npu nayneHtn ¢ ARVC.

HoBu npenopbku

®nekanHng TpAbBa Aa ce MMa npefsua B Ao-
NbHeHVe KbM 6eTa-6110Kepyu Npu NauneHTH ¢
AnarHosa CPVT, Kouto ca nony4mnm pekyper-
TeH CMHKOM 1nn nonnmopdHa/asynocouHa KT lla
Ha poHa Ha 6eTa-6noKepw, KoraTo Mma nosu-
WeH pucKk /npotmeonokasaHua 3a ICD nnn ICD
He e JOCTbMEH UK Ce OTXBbPSIA OT NaLneHTa.

ICD TpabBa pa ce o6CcbAM MpW NALMEHTU C
AKMM n notebppeHa 6onectHa LMNA-myTa- Ila
LMA N KITMHUYHU PUCKOBY dakTopu.

?Knac Ha npenopbKuTe.

®H1BO Ha fOKA3aTeNCTBEHOCT.

ARVC = aputmoreHHa fleCHoKamepHa Kapanomuonatus; CPVT =
KaTexoflaMmMHepruyHa nonumopdHa kamepHa taxmkapaus; CRT-D =
CbpAeYHa pecrHXpoHU3npaLLa Tepanusa-gedubpunatop; AKMIM =
AunataTBHa Kapanomuonatua; CH = cbpaeyHa HegoctaTbyHOCT; ICD
= VIMNNaHTYpyem KapgunosepTep aedprbpunatop; JIBb = nas 6epapeH
6nok; LMNA = namuH A/C; IKOW = neBokamepHa n3TnackBalla Gpak-
ums; mc = munucekyHamn; NYHA = New York Heart Association; BCC =
BHe3anHa cMbpT; KT = KamepHa Taxukapana.

15. OHNanH NpUNoXeHnA

Bcruku oHnanH Gurypu v oHnaiH Tabnuum ca LOCTbMNHM B OHNalH
npunoxeHusaTa Ha agpec: http://www.escardio.org/Guidelines-&-
Education/Clinical-Practice-Guidelines/Ventricular-Arrhythmias-
and-the-Preventionof-Sudden-Cardiac-Death

16. MputypkKa

KomwuteT 3a npakTunyeckn npenopbku (CPG) Ha ESC: Jose Luis
Zamorano (Mpepcepaten) (Ucnanus), Victor Aboyans (OpaHums),
Stephan Achenbach (Tfepmanus), Stefan Agewall (Hopserus), Lina
Badimon (Mcnanua), Gonzalo Bardn-Esquivias (Micnanus), Helmut
Baumgartner (fepmanus), Jeroen J. Bax (XonaHgws), Héctor Bueno
(Mcnanma), Scipione Carerj (Utanus), Veronica Dean (OpaHuus), Cetin
Erol (Typums), Donna Fitzsimons (O6eanHeHo Kpancteo), Oliver
Gaemperli (LWseiiuapws), Paulus Kirchhof (O6eguHeHo Kpancteo/
lfepmanms), Philippe Kolh (benrus), Patrizio Lancellotti (Benrus),
Gregory Y.H. Lip (O6eguHeHo kpanctso), Petros Nihoyannopoulos
(UO6epnHeHo KpancTteo), Massimo F. Piepoli (Utanus), Piotr

Ponikowski (Monwa), Marco Roffi (LWseiiuapus), Adam Torbicki (Mon-
wa), Antonio Vaz Carneiro (Moptyranus), Stephan Windecker (LLiseir-
uapus).

HauvoHanHn KapauonornyHyu ApyKecTBa CbAPYXHU Ha
ESC yuactBanu akT1BHO B peLieH3upaHeTo Ha 2015 ESC Guidelines
for the management of patients with ventricular arrhythmias and
the prevention of sudden cardiac death (Mpenopbkn 2015 Ha ESC
3a noBefeHne NPy NALMEHTN C KAMEPHU apUTMIU 1 NPEBEHLWA Ha
BHE3aMHa CbpAeyHa CMbpT):

Apmenusa: Armenian Cardiologists Association, Armen Piruzyan;
ABctpus: Austrian Society of Cardiology, Franz Xaver Roithinger;
Benrus: Belgian Society of Cardiology, Georges H. Mairesse; bocHa n
XepueroBuHa: Association of Cardiologists of Bosnia & Herzegovina,
Boris Goronja; Bbnrapus: Bulgarian Society of Cardiology, Tchavdar
Shalganov; XbpBatua: Croatian Cardiac Society, Davor Puljevi¢;
Kunbp: Cyprus Society of Cardiology, Loizos Antoniades; Yewka
peny6nuka: Czech Society of Cardiology, Josef Kautzner; JaHus:
Danish Society of Cardiology, Jacob Moesgaard Larsen; Eruner:
Egyptian Society of Cardiology, Mervat Aboulmaaty; EcTroHms:
Estonian Society of Cardiology, Priit Kampus; ®uHnangus: Finnish
Cardiac Society, Antti Hedman; BuBlia lorocnaBscka peny6nu-
ka MakegoHua: Macedonian FYR Society of Cardiology, Lidija
Kamcevska-Dobrkovic; ®paHuus: French Society of Cardiology,
Olivier Piot; Tpy3us: Georgian Society of Cardiology, Kakhaber
Etsadashvili; lepmaHua: German Cardiac Society, Lars Eckardt; Fbp-
yusa: Hellenic Cardiological Society, Spyridon Deftereos; YHrapus:
Hungarian Society of Cardiology, Laszl6 Gellér; Ucnangus: Icelandic
Society of Cardiology, Sigfus Gizurarson; Upnangus: Irish Cardiac
Society, David Keane; Uspaen: Israel Heart Society, Moti Haim; UTta-
nus: Italian Federation of Cardiology, Paolo Della Bella; KasaxcraH:
Association of Cardiologists of Kazakhstan, Ayan Abdrakhmanov;
KupruscraH: Kyrgyz Society of Cardiology, Aibek Mirrakhimov;
JlaTBus: Latvian Society of Cardiology, Oskars Kalejs; Jln6us: Libyan
Cardiac Society, Hisham Ben Lamin; JInTsa: Lithuanian Society of
Cardiology, Germanas Marinskis; Tiokcembypr: Luxembourg Society
of Cardiology, Laurent Groben; ManTa: Maltese Cardiac Society,
Mark Sammut; Mongosa: Moldavian Society of Cardiology, Aurica
Raducan; Mapoko: Moroccan Society of Cardiology, Ali Chaib;
Hopserusa: Norwegian Society of Cardiology, Pal Morten Tande;
Monwa: Polish Cardiac Society, Radoslaw Lenarczyk; Mopryra-
nus: Portuguese Society of Cardiology, Francisco Bello Morgado;
PymbHuaA: Romanian Society of Cardiology, Radu Vatasescu; Py-
auna: Russian Society of Cardiology, Evgeny N. Mikhaylov; CnoBa-
Kusa: Slovak Society of Cardiology, Peter Hlivak; Ucnanus: Spanish
Society of Cardiology, Angel Arenal; LLIBeuus: Swedish Society of
Cardiology, Mats Jensen-Urstad; LlBeitapua: Swiss Society of
Cardiology, Christian Sticherling; Xonangus: Netherlands Society of
Cardiology, Katja Zeppenfeld; Tynmc: Tunisian Society of Cardiology
and Cardio-Vascular Surgery, Rafik Chettaoui; Typums: Turkish
Society of Cardiology, Mesut Demir; O6eanHeHO KpancTBo:
British Cardiovascular Society, Edward Duncan; YkpaiitHa: Ukrainian
Association of Cardiology, Alexander Parkhomenko.

**3a Bpb3Ka: Andrea Mazzanti, Coordinator: Cardiologia
Molecolare, Fondazione Salvatore Maugeri, Via S. Maugeri 10/10
A, 27100 Pavia, PV ltaly. Tel: +39 0382592051, Email: andrea.
mazzanti@fsm.it

TekcTbT 32 CME (HenpekbcHaTO MeAMUMHCKO obyueHne) 2015 ESC Guidelines for the management of patients with ventricular arrhythmias and the prevention of sudden
cardiac death (Mpenopbku 2015 Ha ESC 3a noBeaeHvie Npu NaLMeHTW C KaMePHU apUTMUM 1 NPEBEHLMA Ha BHe3amnHa CbpheyHa cMbpT) e yTBbpaeH oT EBAC (EBponeiicku
60pA no akpeanTaumna B KapanonoruaTa). EBAC paboTu B CbOTBETCTBME CbC CTaHAapTUTE 3a KauecTBo Ha EACCME (EBponeiicku CbBeT No akpeauTaumsa Ha HenpeKbCcHaToTo
MeANLMNHCKO 06yueHue), KONTO e MHCTUTYLMA Ha UEMS (EBponeiickm cbio3 Ha MeANLMHCKMUTE cneumanncti). B cbotBeTcTBME € yKasaHuAaTa Ha EBAC/EACCME, Bcuukum yyacT-
BalyM B Ta3n Nporpama aBTOpPU ca Paskpuam NoTeHUManHuTe KOHGANKTY Ha MHTepecy, KOUTo 61uxa MOrnu Aa AoBeAaT A0 NPUCTPACTHO OTHOLLEeHWe B cTaTuATa. OpraHusa-
LIMOHHNAT KOMIUTET HOCU OTFOBOPHOCTTA [la rapaHTNpPa, Ye BCUUKMN NOTEHLMaNHN KOHGIMKTU Ha MHTepecu CBbp3aHu C Nporpamara Le ce feknapupar npef yyactHuyute

npean 3anousaHe Ha geriHocT 3a CME.

Bbnpocu 3a CME BbpXy Ta3u cTaTvA ca HannyHW Ha yeb-aapecnTe Ha European Heart Journal http://www.oxforde-learning.com/eurheartj

1 Ha European Society of Cardiology http://www.escardio.org/guidelines.
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