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XuneptpoduyHata kapguommonatus (XKMI) e re-
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SURVIVAL IN PATIENTS WITH CARDIOMYOPATHIES
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KapavomuonaTuute ca xeTeporeHHa rpyna 3abonssaHusi. OCHOBHUSIT MATOrEHETUYEH MeXaHW3bM e MUoKapaHa yBpesa,
pesyrTaT Hail-4ecTo Ha reHeTUYHM MyTaumn. Te ca eHa OT BOAELMTE MPUYMHY 3a Pa3BUTUE HA CbpAeYHa HELOoCTaTby-
HOCT, BHe3arnHa CbpaeyHa CMbPT U KMBOTO3acTpallaBalLyM aputMum. [MporHosaTa npy nauneHTUTe ¢ kapauoM1onaTim ce
Ornpeaernsi OCHOBHO OT HANIMYMETO UMK NUNcaTa Ha OnpeaenieHu (hakTopy, acoLumpanu ¢ HebnaronpusTHO NpoTUYaHe,
KaKTO W OT eTana Ha AnarHoCcTULMpaHeTo UM. MPEXMBAEMOCTTa MU OTAENHUTE BULOBE KapaMOMMUONaTUM e pasninyHa,
kaTo BOZ€LLa MpUYMHA 33 MOBMLLIEHA CMBPTHOCT € KbCHOTO OTKpUBAHE Ha 3aboNsiBaHETO W CbOTBETHO 3abaBEHOTO 3a-
noyeaHe Ha neyeHune. OCHOBHUTE KapaMOMMONaTUM, pasrnefaHn B HacToswus 0630p, ca XMnepTpotuyHa, AunaTuBHa,
PecTpuKkTVBHA, JTK HEKOMNAKTHOCT M apUTMOreHHa JecHokaMepHa KapanMomMmuonaTms.
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Cardiomyopathies are a heterogeneous group of diseases. The main pathogenetic mechanism is myocardial damage
due to genetic mutations. Cardiomyopathies are one of the leading causes of heart failure, sudden cardiac death, and
life-threatening arrhythmias. Certain factors associated with poor prognosis determined the prognosis in this group of
patients. Survival in different types of cardiomyopathies depends on the time of diagnosis and initial treatment. The
types of cardiomyopathies discussed in this review are hypertrophic cardiomyopathy, dilative cardiomyopathy, restrictive
cardiomyopathy, left ventricle non-compaction, and arrhythmogenic right ventricular cardiomyopathy.
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BEYE € N eJHO OT HaW-4YecTUTe FreHETUYHU CbpPAEYHM
3abonseaHus [2]. XKMI1 3a nbpBM NbT € onucaHa cneq
aytoncus npes3 1958 r. [3] u oT Toraea e eaHa OT BoAe-

HETUYHO 3abonsiBaHe, xapakTepuanpaLLlo ce C NieBoka-
MepHa xuneptpodusa (JIKX), kosto He moxe fa 6bae
obsicHeHa ¢ abHOPMHO HaTOBapBaHE Ha CbpAevHUTE
KyxvHu [1]. KNUHWUYHOTO npoTnyaHe e pasnuyHo, Kato
Npu HSKOW NauMeHTn e abcontoTHO 6e3cMMnTOMHa, J0-
KaTo npu Apyru ce m3saesBa ¢ Texxka CH, gopu ¢ BHe-
3anHa cbpgedHa cmbpT (BCC). MNocnegHuTe npoy4ysa-
HWS1 Mpegnornarat, Ye yectotata M e Nno-Bucoka oT Jo-
cera nsuncnseaHata 1/500 gywn, owe noseve XKMI

wnte npuymHn 3a BCC npu mnaam naumneHTun.

B nuTtepatypata cCblUeCTBYyBaT MHOMO aHanuau,
nokasBsally NpexmBsemMocTTa 1 dakTopuTe BnuseLm
BbpXy nporHo3ata npu naumeHtute ¢ XKMI. Cnopeg
Nno-HOBW AaHHU nporHosaTa npu nauneHTute ¢ XKMI
ce e nogobpuna npes nocnegHute roguHu. Mpes 1985
r, McKenna n cbTp. nokaseat o0Lia NpexxmBsemMocT OT
85,6% [4]; npe3 2003 r, Kawasaki n cbTp. cbobLiasar
2.3-rogmwHa npexuBseMocT oT 89% 3a naumeHTuTe
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¢ XKMTI1, npocnegsasaHu 3a nepuopg oT 2 roguHu [5].
Cropeq no-CKOpPOLUHM aHanuau 3-rogulliHarta npexu-
BSIEMOCT € 3Ha4YMTeNHO No-Bucoka — okono 90-95% [6].

B cBoli MeTaaHanus, CBbp3aH C NpeXuBsieMocTTa
npu XKMI n daktopute Bnusieln Bbpxy Hesl, Quen
Liu n cbTp. BkntoyBaT 19 npoy4yBaHus ¢ 06wo 12 146
nauneHtn. Te yctaHoBsgart, 4ye obuwara 1-, 3- n 5-ro-
AVlHa npexuBseMocT e cboTBeTHO 98.0% (95% CI
97.4-98.6%), 94.3% (95% CI 93.1-95.6%) n 82.2%
(95% CI 75.2-89.2%). 3a pasnuka ot ToBa, 10-roguw-
Ha npexuBsieMocT 6una no-HebnaronpuaTtHa — 75,5%
(95% C171.1-78.9%). OcHoBHUTE (haKTOpU CBbP3aHN C
BCC ce okaszanun makcumandarta gebenvHa Ha J1K 1 Bu-
COKMAT pyHKUMoHaneH knac (PK) no knacndpukaumata
Ha NYHA (New York Heart Association classification)
[71.

B apyro npoyuBaHe, nscnegsawo 956 nauyueHTta c
XKMI Ha Bb3pacT mexay 16 n 44 r., BCC ce okasa-
na Ham-yecTtaTa npuYvMHa 3a CMbpPT, KaTo roguLuHaTa
N yecToTa ce paBHsBana Ha 1%. lMauuneHTuTe, KOU-
TO He peanusunpanu BCC 6unmn ¢ pobpokadecTBeHO
npoTMyaHe Ha 3aboNABAHETO U OCHOBHUTE HEXenaHu
CcbOuTMA Gunu cebp3aHu ¢ HanpegHana CH, cbpgey-
Ha TpaHCnnaHTauus UM Mo3bYeH UHUMAEHT. [eT ro-
AvwHaTa npexuesemocT n 10 roguwHmUaT Komynatu-
BeH puck ot BCC n cbpaeyeH apect Ounm cboTBETHO
95,6% (95% CIl ot 94.1 po 97.1) 1 91,8% (95% ClI ot
89.1 po 94.5). ABTopuTe oTOENsi3BaT, Ye Npu egHo-
BPEMEHHO pasrnexgaHe Ha nauneHTute ¢ BCC, Tesn
cnepq ycneluHa pecycumntaums Ha KamepHoO MbXOeHe r
Tesn ¢ umnnaHtauus Ha ICD (umnnaHTMpyem Kkapamo-
BepTep AedubpunaTop), roaMwHaTa CMbPTHOCT Buna
1,02% (95% CI1 0.76 to 1.26) [8].

Mpn meTa aHanu3 Ha MpoyyBaHMs OT nepuoga
1988-2002 r. ce 3abernsa3Ba 3HauUNTENHO NogobpsBaHe
Ha npexuBaemocTTa npu nauneHtTute ¢ XKMI1. Obuwa-
Ta roguiHa CMbPTHOCT € Hamansna ot 5% Ha no-marn-
Ko oT 3%, a yecToTaTta Ha roguwHaTta BCC — ot 3% Ha
1% [8].

XapaktepHo 3a XKMIT e, 4ye e cBbp3aHa C no-He-
OnaronpuaTHa MporHo3a npv MNagute WHOMBUAW.
PuckbT ot dpatanHu aputmum n BCC e mMHoro no-ro-
naMm npu nauMeHTuTe B MNO-paHHa Bb3pacT. B npoyu-
BaHe, BKMYBaLWo 428 naumeHTa Ha Bb3pacT = 60 ro-
AnHn, Barry J. Maron n cbTp. nokaseart, Ye npu nauu-
eHTuTe ¢ XKMI1 B no-HanpegHana Bb3pacT OCHOBHUTE
NPUYMHN 3a CMBPT He Bunun cebp3ann ¢ XKMI1. Kato
BOAELLM MPEeauKTopu 3a CMbPTHOCT AeduHupann OK
no NYHA knacudukaumsta n guametbpa Ha JIN. Yec-
TotaTa Ha BCC 6una mHoro Hucka — 0.20% roauiuHo.
KaTo Han-4yecTa npuydmnHa 3a cMbpT, cBbp3aHa ¢ XKMI,
otbensazanm eMbonNMYHNS MHCYNT, BcneacTame Ha M,
KOETO MNoKasBa M BaxkHaTa porsi Ha aHTUKoarynaHTHaTa
npodunaktuka. Kato 3aknioyeHne asTopute obpbLiat
BHMMaHWe Ha HeobxoaMMOCTTa OT CTPUKTHO MHAMBU-

dyanusvMpaHe Ha nogxoda npv UMMNAaHTaumsita Ha
ICD 3a nbpBMYHa NpodunakTika npy NaumMeHTn B Ha-
npegHana sb3pacT [9].

MankuTe Bapvauum, CbLLECTBYBaLLM MeEXOy pas-
NNYHUTE MPOYYBaHMS, pasrnexaallm npexnsaeMocTTa
npyn XKMTI1, ce obmkaT OCHOBHO Ha pa3HOOOpasneTo
OT BKIHOYBALLM U U3KIKOYBALLM KpUTEpun npu nogbo-
pa Ha NauMeHTUTe, KakTo M Ha ocobeHoCcTUTE B Te-
paneBTUYHUSA noaxod. B HAkoM LeHTpoBe AOMUHMpAT
npeaMMHo mragu nauneHTn ¢ pamunHa XKMI u da-
MuUHa aHamHesa 3a BCC. Kato gpyra npudnHa moxe
[a ce pasrnegar 1 pasnnyHnTE CTaTUCTUYECKN METOAM
N3Mon3BaHy 3a aHanu3 Ha JaHHUTE.

NMPOrHOCTUYHU OAKTOPU, BIUAELLUN
BbPXY NPEXUBAEMOCTTA
NPy NAUMEHTU ¢ XKMI

OnpepensHeTo Ha pucka OT 8He3arnHa cbpdeyHa
CMBPM € 3a0bIHKUTENHA YacT OT 0bLMA Noaxos npu
nauneHtute ¢ XKMI. basnpaHo Ha pasnuyHu npoyy-
BaHus [10] kaTo ocHOBHYM puckoBu haktopu 3a BCC ce
cuuTar:

1. HenpogbmkutenHa kamepHa Taxvkapaust — Ha-
nnyne Ha TpY UK NOBEYE MOCNEAOBATENHN KaMepHU
ekcTpacuctonu npu CH > 120/min, ¢ npoobrmkuten-
HocCT no-marika ot 30 cekyHau.

2. ABHOpPMEH OTrOBOpP Ha apTepuanHoTo HansraHe
(AH) npu dumsmyeckn yeunusa — gepmHMpaHo kaTto no-
kauBaHe Ha AH B nuka Ha U3N4eckoTo ycunue ¢ < 25
mm Hg nnu cnag Ha AH > 10 mm Hg. Hanunuueto Ha
abHopmeH oTroBop Ha AH e onpegeneHo KaTto pUCKOB
bakTop OCHOBHO 3a NauneHTn <40 r.

3. ®amunHa nctopusa 3a paHHa BCC — uctopus 3a
BCC npu pognuHun nog 40-rogmiuHa Bb3pacT.

4. HeoBACHMM CUHKON — Hanuyne Ha noBTapsLLm
ce HEOOSACHNUMW CUHKOMMW.

5. Texka JIK xuneptpodus — JIK nebenunHa Ha cTe-
HaTa B KOWTO 1 Aa e cermeHT > 30 mm namepeHo 4pes
2D exokapgmorpadusi.

du3suyeckume ycusiusi ca CBbp3aHN C aKTuBUpa-
He Ha CMMMATMKycoBaTa HepBHa cCUCTEMa, MOTWCKaHe
Ha BereTaTMBHaTa HeEpBHa CUCTEMa W Npepasnpenens-
He Ha KpbBOOOpALLEHMETO OT BbTPELLUHWUTE OpraHn KbM
MYCKynuTe, y4acTBaLLy BbB (hM3NYECKOTO HAaTOBapBaHe.
HopmanHata ¢msmonornyHa peakums no speme Ha u-
3M4eCKOTO ycunue e nokaysaHe Ha AH. ViHoyuupaHata
XWMNOTOHWSA, pesynTar oT husmyecka AevHoCT (Mpu nunca
Ha aHTUXMNEepPTEH3MBHA Tepanusi, OPTOCTaTUYHa XUMOTO-
HUS UK cUrHndrKaHTHa Bpaankapans) e psaaka v BUHa-
M e acouumpaHa C naTonorm4Ho CbCTosiHMe. No-4yecTo
ce cpeLua npv Mnagun nnamsmam ¢ XKMI v npu dpamunna
ncropusi 3a BCC. MexaHU3MbT € HesACEH, HO MOBEYETO
MpoyyBaHUsi MoOKa3BaT, Ye MpuyMHaTa € HeagekBaTeH
cnaf, Ha CYCTEMHOTO CbAOBO CbMPOTUBMAEHME, BbMNPEKM
HOPMarHOTO MOBULLABAHE Ha CbpAeYHMSA 0e0WT.
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Okono 25% ot naumenTute ¢ XKMI1 nmat guHa-
MUYHa 06cmpyKyust Ha usxoO0Hust mpakm Ha J1K, pe-
3ynTtar Ha abHOPMHOTO ABWXEHME Ha NPegHOTO MUT-
panHo nnaTtHO KbM 3adebeneHusi cenTym no Bpeme
Ha cucTona. Hannuneto Ha Texxka obCTpyKLMsA BOOU U
[0 nposiBa Ha CUMNTOMAaTKKa, KaTo AUCNHeS, rpbaHa
©orka, CMHKON, KakToO 1 NoBuMLLABa puUcka OT nosisata
Ha aputmum [11]. O6cetpykumnsaTta B JIKUT moxe pa e
npuynHa 3a BCC nopaam Texkarta pegykums Ha ygap-
Hust obeM, Bofella A0 enekTpoOMexaHW4YHa gucoumna-
LU, KaKTO 1 MPOBOKMPaHM OT MMUOKapAHaTa UCXeMus
KamepHN Taxvkapauu.

Pa3nuyHu npoyyBaHunsi nokassaTt, 4Ye naunueHTuTe,
npu KouTo ce Habniogaesa obcTpykumsa Ha JIK, nmar
Mo-BMCOK PUCK OT paTaneH m3xod crnpsmMo Te3n 6e3
JIK obctpykumsa. IMpu Hsakom oOT Tsx Texectta Ha JIK
oOCTpyKUMA onpedensa u pucka oT dartaneH U3xXopn.
[okato npu Apyru, KakTo ce yCTaHOBsIBa B aHanu3 ot
Perry M. Elliott u cbTp., BbTpEKamepeH rpagueHT ot 30
mm Hg e rpaHnyHarta CTOWHOCT, onpeaensiia u npo-
rHozata [7]. OCHOBHUAT MeXaHW3bM 3a NPOTEKUMs OT
BCC npu Hanuume Ha obCTpyKumMs € cenTarnHa pegyk-
LMS KaTo TepaneBTUYeH NoaxoA.

TexkaTa JIK xunepmpogbusi moxe ga goesege oo
BCC nopaan npomeHeHaTa MuokapaHa CTpykTypa, no-
BULLEHMTE KMUCIOPOOHM HYXOW Ha XunepTpodupanms
MUOKapa 1 yBenuyeHaTa pe3avCTEHTHOCT Ha KOopoHap-
HUTe cbaoBe. Han-yectute ycnoxHeHust ot JIKX ca
nosiBa Ha HENpPOOBbIMKUTENHN KaMepHU TaxumKapauu
(KT), kakTO 1 NpoBOKMpPaHu OT dusmdecko ycunme KT.
[aHH1Te Npu cpaBHUTENEH aHanu3 Ha pasnuyHn Npo-
y4BaHMA, OTHOCHO MnporHoctuyHata pons Ha JIKX, ca
npoTtuBopeunsu. NMpun Hakom oT Tax JIKX ce acounmpa ¢
NoBULLEHA CMBPTHOCT, 4OKaTO NpWU ApYrK, TA HE OKa3Ba
BMMSIHME BbpXy nporHosata. Crnopea HSKoW aBTopM,
kato Spirito n cuTp. Texkarta JIK xuneptpodusa (> 30
mm), cama no cebe cu e gocTaTbyHa KaTo nokasaHve
3a nmnnaHTtaumsa Ha ICD [6]. Cnopen opyru, nsonuvpa-
Ha JIKX > 30 mm, 6e3 Hann4une Ha Apyru puckoBmn ak-
TOpW € HeJocTaTbyHa NpUYMHA 3a NpeanpueMaHe Ha
no-arpecuBHM nNpodunakTnyHn mepkm [10].

M3nonsBaHeTo Ha MakcumanHata gebenvHa Ha JIK
CTeHa uma peauua orpaHuydeHus. Jinncara Ha ontTuma-
neH exokapgmorpadcku Nnpo3opew, Moxe Aa Aoseae Ao
HETOYHO M3mepBaHe Ha JIK cTeHu 1 0o nopueHsiBaHe
WM HagueHsiBaHe Ha xunepTpoduata. ToyHaTa oueH-
ka n namepaHe Ha JIKX ypes pasnuyHute obpasHu
MeToaukM, ocobeHo npu nunca Ha onTumaneH obpas,
e oT ocobeHo 3HayeHve 3a NporHo3aTa v NoBeaeHNeTo
npv naumeHTuTe. EAMH OT Ha4YMHUTE 3a NnpeoponsiBaHe
Ha Te3n HETOYHOCTU e Ype3 uanonassaHe Ha Wigle cko-
pa 3a onpegensiHe Ha TexecTTa Ha JIKX [11].

Opyr puckoB chakTop e yeenu4yeHussm ouamemsp
Ha JIIT v HanuuMeTo Ha NPeacbpPOHO MBbXAEHE, KOUTO
BOOAT 0 MMOKap4HO peMogenvpaHe, MHOUPEKTHO Mo-
BuULWaBaLlo pucka ot BCC n aputmumn.

lpedcbpdHomo mbxdeHe ([TM) e yecTo cpella-
Ho npu nauneHTuTe ¢ XKMI, KaTo no nocnegHu gaHHm
ce Habnwogasa npu okono 22%. MM Boan Ao Hebna-
rONpUSTHN CbOWTUA, KaTo M3siBa Ha cUMMATOMaTMKa
Ha CH, mMo3b4yHM embonuu, HamaneH yHKLMOHaNeH
kanauuTeT. CobluecTByBaT npeanonoxeHus, ye MM e
acounmnpaHo ¢ nosuileH puck ot BCC npu naumneHTuTe
¢ XKMIT no HenssicHeH Ao MOMeHTa mexaHusbm [12]. B
HAKOM aHanu3n ce uskassaT Teopun, ye MM moxe ga
€ Tpurep 3a KamepHu apuTMuK1, peayumpankm pedpak-
TepHua nepuog Ha kamepute [13]. CbLio Taka mma
OaHHK, Yye MNM e cBbp3aHO C NOBULLEHO OTAENsHE Ha
KaTexornamuHu, KOeTo MOoXe AOMbrHUTenHo ga 6bae
nognexaw, ctumyn 3a kamepHu aputmum [12]. Desai
MY un cbTp. B cBOe npoy4BaHe rnokaseart, ye M e npe-
OVKTOP 3a CMbPTHOCT NpU MynTUBapuaLOHEH aHanm13
¢ HR 1.90 (95% CI: 1.32-2.72, p < 0.001) [14]. Mogo6-
Ho, B aHanu3 oT K. C. Siontis n cbTp. ce otbens3Ba, 4ye
MM e npeauKTOp 3a CMBbPTHOCT OT BCAKAKBO €CTECTBO
¢ HR o1 1.76 (95% CI: 1.51-2.03) [15].

Monsbm kaTo puckoB hakTop, MMaLl 3Ha4YeHue 3a
nporHo3arta, € pasrnexgaH npu pasnuyHn CbCTOSAHUS
kato CH, knanHu 3abonsiBaHusl, KOpOHapHa apTepwarn-
Ha BonecT, gunaTtatuBHa Kapgnomuonatus. 3Ha4yeHune-
To Ha nona 3a XKMI1 He e nausano nsscHeHo. Geske u
CcbTp. [9] ycTaHOBsABaT, Ye xxeHute ¢ XKMIT nmar no-He-
GnaronpusTHa NporHosa crnpsmMo MbXxeTe. KnuHu4HO
Te ce ussaBsaBar ¢ no-ronama JIK o6¢cTpykums, no-yecta
nyriMOHarHa XunepToHWs, NMO-CUITHO M3paseHa auac-
TonHa JIK anciyHKums, Kakto 1 3XogHo no-sncok ®K
knac no NYHA. lNpuynHaTta 3a Te3u pasnnymns BeposiT-
HO Ce Ob/MKM HA FEeHETUYHU U EHOOKPUHHU dhaKTopw,
andepeHLmpaLLmn XeHCKMA OT MbXKus non. B ekcne-
pumMmeHTanHu mogenu Ha JIKX n XKMI1 ce 3abensssat
pasnuuusa Mexay reHHaTa ekcrnpecus n deHoTunHara
n3saBa npu gearta nona. CobuiecTByBaT AoKa3aTencrea
npu xopaTta 1 Npu HAKOWM eKCNeEpPUMEHTAlHN Npoy4Ba-
HUSA C XXMBOTHU, Y€ NOMOBUTE XOPMOHU MMaT MOAYMNN-
pawia pons npu ceHoTunHarta nsasa Ha XKMI1. XKeH-
CKMAT non e gedmHMpaH 1 Kato CBbp3aH C Mno-rowa
nNporHo3a npu nocTtonepatnBHM NauneHTn ¢ XKMI
cnepn muektomus [16].

CobluecTtByBaT M ApPYrM aHanuau, B KOUTO He ce 3a-
OensisBa pasnuka B MPeXMBAEMOCTTa M MporHosarta
npu asata nona ¢ XKMI1. B HAkoM OT TaxX npu XeHute
ce HabntogaBa TeHAEHUMSI KbM NposiBa Ha NO-4YECTU ro-
NEeMU HeXenaHu CbpAeYHO-CbA0BM CbOMTUS 1 NO-Obp-
3a nporpecus Ha CH, HO Te3n npoy4BaHWs He Noka3eaT
pasnuka B NpexmBaeMoCcTTa Mexay ABaTa nona [16].

KombuHmpaHeTo Ha ronemmTe puckoBu akTopu e
acoLumMupaHo ¢ No-noLua nporHo3a v no-rofisiMa YyectoTa
Ha BCC. Hanpumep, Hann4meto Ha hamuriHa uctopumsi
n cnag Ha AH npu cuaundecko ycunme e curHugukaH-
TeH NpeauKTop 3a folla NporHosa u pataneH maxon. B
HAKOM MPOyYBaHUA Ce M3yyaBa Bpb3kaTa mMexay b6pos
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Ha puckoBuTe chaktopu 1 pucka ot BCC. Elliott PM un
CbTpP. OTKPMBAT, Y€ MaLMEHTHU C ABa UMK MOBEYE PUCKO-
BY dpakTopa umat roguieH puck ot BCC 4-5% [17].

BNUAHUE HA TEPANEBTUYHUSA NOAXon
HA NMPEXUBAEMOCTTA

EgHa ot ocHoBHUTE NpuymHM 3a no-gobpata npe-
XussiemocTt Ha naumeHtute ¢ XKMI1, npe3 nocnegHu-
T€ rogvH1, € NMMEHHO W HarM4MeTo Ha CbB8PEMEHHO
Jle4eHue, BKITHYBALLO Bb3MOXHOCTW KaTo MMMMaHTa-
ums Ha ICD-yCcTpoiCTBO, CbpAeyHa TpaHCnaHTauns u
MuekTomusi/abnaumsa. HuckusaTt npar 3a npunaraHe Ha
aHTMKoarynaHTHa npodunakTMka 3Ha4YuTeNnHO Hama-
nsiea eMBONMYHMTE MOBYHM UHCYNTU NPU NaLMEHTUTE
c M [18]. B npoy4BaHe, BkntouBaLLo 1000 naumeHTa
Ha Bb3pacTt mexay 29 u 59 roguHn ¢ XKMIT ocHoBHUTE
NPUYMHK 3a chaTaneH n3xon omnm emoeonNnYHM UHCYNTH,
atanHu aputmum, nporpecupaidia CH. OTHocuTenHo
HUCKMAT MpoLeHT Ha cMbpTHOCT — 0,5% rogmwHo, ce
ObIKM OCHOBHO Ha MpekbCcHaTUTe, HedaTanHm NHUK-
AEHTU OT UMNNaHTUpaH kapgunosepTep gedubpunartop
3a nbpBUYHa NpodunakTuka [19].

Hsakonko aHanm3a OT pasnuyHM 4acTu Ha CBeTa,
KakTo 1 obeguHeHW MeTaaHanusu, nokassaT nonsata
Ha umniaHmayusima Ha ICD no oTHolweHWe Ha npe-
BEHUMSATA OT NOTEHUMANHN feTanHu apuTM1m 1 Cblue-
BPEMEHHO Bb3CTAHOBABAHE Ha CMHYCOB PUTBM Mpu
ronsim 6pon naumeHTn oT pasnmyHM Bb3pacTOBU rpymnu,
BKNtounTenHo n geua [18].

OT BaXHO 3HaYeHune e naeHTUULMPaAHETO Ha BU-
COKO-PUCKOBMUTE NaLMEeHTH, MOKa3aHu 3a MMniaHTaumns
Ha ICD 3a nbpBu4yHa npodunaktuka. Kputepumrte 3a
TOBa Ce pasnuyaBaT 3Ha4YUTENHO OT U3Non3BaHnTe Ta-
KvBa npu KOpoHapHa apTepuanHa 6onect. MNpunaraHe-
TO Ha PUCKOBUTE CKOPOBE, 3alOXeHW B NpPenopbKuTe
3a noeegeHne npu XKMI1, nognomaraT B3eMaHeTO Ha
TOYHO ¥ NPAaBUIHO peLUeHne 3a BCekn nauuneHT [1].

Mpe3 nocnegHute 15-20 rogMHM TexHMKaTa Ha
cenmarsiHa MUueKmomusi e npeTbpnsana 3HadmTenHa
esonounsa. EgHoBpeMeHHO € peaykumsaTa Ha MUokap-
Aa ce npunaraT U TEXHUKM 3a Bb3CTaHOBSIBaHe Ha MUT-
panHata knana [20]. Te3an koMOMHMpaHM nogxoaun 3a
rfiedeHne npeBpbLLAT cenTanHaTta MMeKTOMUs OT BMCO-
Kopu1cKoBa npoleaypa, C peructpyupaHa CMbpTHOCT OT
okono 6% B MnHanoTo, B 6e3onacHa onepaTneBHa npo-
uenypa ¢ H1ucbk netanuteT — 0,4% B NOArOTBEHU LieH-
TpoBe [21]. BaxHo e Oa ce otbenexu, ye cenTtanHarta
MUEKTOMUS NofobpsiBa NpexmnBsemMocTTa U Hamarnsea
pucka ot BCC. [JbnrocpoyHaTta npexvBaeMocT npu na-
uMeHTUTe, NpemMuHanu npoueaypara, € sucoka — 90%
3a 5-roguweH nepuog n 85% npu 10-roguwieH nepuos
Ha npocregsiBaHe, HaABULWABaNK/ Ta3n Ha NauMeHTu-
Te, KOUTO He Ca MpeMuHanu npe3 centanHa MUEeKTOo-
mus [20]. AnkoxornHaTta cenTanHa abnauus e anrtep-

HaTMBEH MeToAd ¢ Aobbp pesdynTar 3a peaykumsa Ha JIK
rpagneHTt. OcobeHo BHMMaHue TpsibBa Aa ce oObpHe
Ha Bb3MOXHOCTTa 3a MpoapuUTMUKU, pe3yntaT oT Mu-
OKapAHUSA LUMKaTPUKC crieq npoBegeHaTa abnauums.

B Hskou aHanuau ce TBbpAn, Ye naumeHtute c JIK
0BCTPYyKUMS, NeKkyBaHW 4Ype3 MHBA3WBHU METOAM, KaTo
cenTtanHa abnauus, umat no-gobpa nporHosa cnpsiMo
TpeTMpaHuTe caMo C MegukaMeHTo3Ha Tepanus [22]. B
Apyrv nporHosata npv naumneHTute ¢ JIK obctpykums e
e[HaKBa, He3aBMCMMO OT TepaneBTU4HUA nogxog [19].

OCHOBHMAT NpMHLUMN 3a onpeaensHe Ha Tepanus-
Ta npu naunenTnte ¢ XOKMI e HaMBuayanHuaT nog-
X0, cbobpasHO MpenopbkuTe 3anoxeHn B EBponei-
ckuTe pbkoBoacTea [1].

CbpaeyHaTta TpaHcNNaHTauusa € eQUHCTBEHOTO
O0eUHNTMBHO NEeYeHne npu Te3n ¢ HeobCTPyKTUBHA
XKMI1 B kpaeH ctaguun Ha CH, pedpaktepHa Ha meau-
KameHTO3Ha Tepanud. CbpaevHaTa TpaHcnnaHTaums
npu Te3n NauMeHTn JaBa Bb3MOXHOCT 3a yOoblKaBaHe
NPOABIPKUTENHOCTTA Ha XXMBOTA, KaTo TS 3HAYUTENHO
HaaBuLIaBa Tasu Npu naumeHTuTe ¢ ucxemuyHa KM
(r.e. 1-roguwHa npexmesemoct ot 85%, 5-roguiiHa
npexusBsemocTt oT 75% un 10-rognwiHa NpexmBsemMocT
oT 61%) [23].

OUNATATUBHA KAPOQUOMMUONATUSA

OunatatueHata kapgnomuonatusa (OKMI) e egHa
OT HaN-4eCcTUTE MPUYNHM 33 HEMCXEMUYHA hopma Ha
cbpaeyHa HepoctaTbyHOCT. [OKMI1 e otroBopHa 3a
okono 50 000 xocnutanusaumm n 10 000 cMBbPTHU cny-
Yau exxerogHo. Tst e n NpuynHa 3a okorno 25% oT BCu4-
kn cnyyan Ha CH B CALL npe3 nocnegHuTe roguvHu
[24]. MNpe3 nocnegHuTe Tpy geceTuneTus, NnporHo3ara
npu nauyneHTtuTe ¢ AKMI1 ce e npomeHuna gpactuyHo.
ToBa e pesynTaTt OT HanM4YMeTO Ha CbBPEMEHHA Meau-
KaMeHTO3Ha Tepanus, KakTo U Ha Bb3MOXHOCT 3a UM-
nnaHTpyeMm yCTpOMCTBa, nogobpsiBally 3HAYNTENHO
nporHo3arta Ha naumneHTuTe.

MHoro chakTtopu, KaTo FreHETUYHN MyTauuKn, NHAEK-
LMO3HM areHTu, TOKCMHU, MeauKameHTU, aBTOUMYHHU
3abonsiBaHMsA, MoraT fa umar yyYacTue B reHesarta Ha
OKMTI. B Te3an cnyyan ycTaHOBSABAHETO Ha €TUOMOru-
sata Ha JKMI1 nanckea nscneasaHe Ha MMokapaHa Tb-
KaH — eHOOMMoKapaHa Guoncus.

B muHanoto roguwHaTta cMbpTHOCT npy OKMIT e
okono 30%, a 5-roguwHata — okono 50%. C Hanpe-
ObKa Ha METOOAMUKMTE 3a NeYeHne U No-paHHOTO amar-
HocTUuupaHe Ha naumeHTute ¢ OKMI, cmbpTHOCTTA
3HAYMTENHO Hamarnsea Kato 5-roguwHata CMbPTHOCT
e okono 20% [25]. OcHOBHUTE pMCKOBE Mpu Ta3u rpyna
naumMeHTU ca CBbP3aHU C YEeCTW pexocnuTanusauum u
pedpakTepHa Ha nedvenne CH. N3non3eBaHeTo Ha yc-
TPOWCTBa, Nognomaralliy cbpaeyHata yHKLUS, KakTo
N Bb3MOXHOCTTa 3a CbpAeyvHa TpaHcnnaHTauusa ca B
ocHoBaTa Ha no-gobpaTa um nNporHosa.
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OcCHOBHUTE M He3aBUCMMU ¢hakmopu 3a Hebna-
2onpusimHa npo2Ho3a npu nauueHtute ¢ OKMI1 ca
Huckata JIK dpakuma Ha natnackeaHe (PU), gecHo-
kamepHaTta (OK) avnataums, rmobanHuTe CermMeHTHU
HapyweHus Ha JIK, Bucokunat NYHA — ©K, HanpegHa-
narta Bb3pacT, MbXKUAT NOM, HAaNU4YMeTo Ha NPOBOOHU
HapyLlleHus n mMuokapgHa dubposa (0T sgpeHo-mar-
HUTEH pe3oHaHc). [pyrn npeguktopu ca Huckoto AH,
QHEMUYHUAT CUHOPOM U HamManeHuaT usnyeckn Ka-
naumTer [25].

Maunentute ¢ OKMI umat okono 4,5% roguwieH
pUCK OT Jueomo3acmpawasauw,u KaMepHU apu-
mmuu. B Te3n cnyyam umnnaHTauusara Ha ICD uma
ronsiMo 3HadeHue 3a npexuBsemocTTa. HacTtoswmte
npenopbky onpenensit nmnnaHTaumaTa Ha ICD kato
knac 1B, npu cumntomatnyHmn naumeHtn (NYHA > I
knac), JIK ®U < 35% u npoabmKUTENHOCT Ha ONTu-
ManHa MeuKkamMeHTo3Ha Tepanus noHe 3 mecela [26].
WMmnnaHtaumata Ha CRT-D yctponctso (cbpaevHa
pecuHXpoHu3MpaLla Tepanus) Hamanssea pucka ot KT
ype3 nogobpsieaHe Ha JIK dyHKuums.

Hsikonko npoy4BaHnsa nokasBat OCHOBHUTE PUCKO-
Bn ¢paktopn 3a KT npu OKMII. Toa ca Huckata JIK
OU, JIK gunataumsi, HENPOLBIDKUTENHUTE KaMepHU
TaxmMKap4uu, KakTo U NaToreHHW BapuaHTK B reHUTe 3a
OenTbka namuHuH, dunammH-C, TUTUH, dpocdonam-
OaH [25].

®amunHarta KM e pesynTtaT oT pasnuyHu myTa-
unn. YHacneasisa ce aBTO30MHO-LOMMWHAHTHO, aBTO-
30MHO-peLiecnBHO 1 X-CBbp3aHo. EaHa oT xmnoTesu-
Te, 3aNOXEHN B HAKOW NPOYYBaHUS, €, Ye CbLLEeCTBYBa
pasnuka B NporHo3arta Mexay ghamMusiHu u Heghamuii-
Hu ¢popmu Ha OKMI1 kato naumeHTuTe ¢ hammnHa
OKMTI ce cBbp3Bat ¢ no-nowa nporHosa. B petpoc-
NMEeKTMBHO MpoyyBaHe, npocnegssawo 101 naumeHTn
3ae[HO C TEXHWUTE POACTBEHMLM OT MbpBa NMHUSA, pas-
nerneHn Ha pamunHm n HedamusHm opmu, He ce yc-
TaHOBSIBa CUrHU(PMKAHTHA pa3nuka B NporHosarta npw
agete rpynu [27]. B opyr aHanus, Bkntoysaly, 240 nauum-
eHtn ¢ KMI1, dbamunHmute popmm nokassaT no-nowua
NPOrHo3a Nno OTHOLLEHWE Ha NPEXMBAEMOCTTA CNpsiMO
HehamunHute. 3a 6-roguLIHO NpocneasBaHe nNpexu-
BSEMOCTTa npu damunHute opmn e 6%, gokato 3a
HeamunHute — 23% [28]. OTHOCHO ponsTa Ha npu-
NOXEHMETO Ha onTUMarHa MegukameHTO3Ha Tepanus
npu asete copmu OKMIT He ca oTKpuTM pasnukui B
npexmBsemMocTTa.

Ipyra yecta npuumHa 3a OKMI1 e UBC, Bogewa
0o T.Hap ucxemuyHa KMI1. Gabriele Castelli n cbTp.
[29] npaBaT aHanua Ha npexuBaemocTtTa npu 1085 na-
uneHTn ¢ KM, HabupaHu 3a nepuoga mexay 1977-
2011 r., ot KouTo 271 ca c BTopuyHa AKMI1 n 603-ma —
¢ ngmnonatumyHa [KMI1. 3a cpeneH nepuoa Ha npocre-
asiBaHe oT 8 £ 6.3 . cMmbpTHOCTTA € 45%. Ob6wara 5- n
10-rogviiHa npexmnBaemMocT ca CbOTBETHO 79% 1 63%.

KaTo Han-cuneH npeamkTop 3a no-gobpa nporHosa ce
oKasaro BpeMEeTO Ha BKITHOYBaHEe B Mpoy4BaHeTo. Bee-
Kv cnefBaly, nepvog Bogun o 42% penykuus B CMbpT-
HocTTa. OcHOBHAaTa Mpu4YMHa 3a ToBa € HaNn4neTo Ha
CbBpPeMEHHO fiedyeHune, koeTo BkrtouBa ACE nHxnburto-
pu, ARB 6nokepu, 6eta-6rnokepu, Kakto U JOCTbN OO
ICD/CRT ycTtpoicTaa.

MporHosata npu nauneHtute ¢ AKMIT e TpyaHa 3a
npeaswxaaHe. NetrognwHata CMBbPTHOCT B penopTy-
BaHM cepun ¢ ucxemmnyHa u HemcxemmyHa OKMI Bapu-
pa oT 75 0o 43% npu passuta CH [27]. MNpn nauneHTn
c Texxka CH (lll-IV ®K no NYHA) e poknagsaHa egHo-
roguwHa cmbpTHOCT OT 31% [30].

B ananus, BkntoyBaw, 1830 naumeHTn cbc CH,
pasgeneHn Ha UCXeMUYHa W HeucxemudHa copma
Ha JIK cucTonHa gMCcdyHKLMSA aBTOpUTE YCTaHOBSBAT,
ye ucxemmyHata OKMIT He e cBbp3aHa C Mo-BUCOKA
CMBPTHOCT CrnpsiMO HeucxemuydHata [31]. Korewicki n
CbTp. [32] CcbLO aHanMaupaT CMbPTHOCTTa Npu nauu-
eHTuTe oT pernctbpa Ha POLKARD-HF, kato 43,2%
OT BKIMoYeHUTe naumeHTn ca cbe CH, gbmkalla ce Ha
KOpoHapHa apTtepuanHa 6onect. Te He oTkpuBaT 3Ha-
ynma pasnvka Mexgy HebraronpusiTHata nporHosa
npv naumeHTuTe ¢ ucxemmyHa CH v octananute rpynm
naumeHTU, BKIOYEHN B MpoyyBaHeTo. S. Shore n cbTp.
[33] npocneasieat 92 631 naumeHTn, pasgeneHu no
€TMONOrna Ha ucxemmyHa n HemcxemmyHa OKMI. Te
yCTaHOBsBaT, 4Ye ucxemuyHarta popma Ha CH e no-wm-
POKO pa3npocTpaHeHa CnpsIMO ocTaHanuTe. Haw-vec-
Tata npuymHa 3a HeucxemuyHa OKMIT e 6una aptepu-
anHata xunepToHus. MauuneHTtute ¢ ncxemmdHa JKMI
ca umanu cpegHa nNpPOAbIMKUTENHOCT Ha OBonHUY-
HVs npecTton 4 AHKU, HO e 3abensasaHa TeHOeHuMs 3a
no-6bp3aTta UM gexocnuranuaaumnsa cnpsmo Tesm C He-
ncxemmnyHa OKMI. Etmonornarta Ha CH (ncxemuyHa um
HenCXeMnyHa) He e nokasana OTHOLIEeHMEe KbM CMbPT-
HOCTTa M pexocnuranunsauuuTe.

Cnopen, opyrn aBTopu ucxemmnyHata OKMI1 e ¢
no-HebnaronpuaTHa NPorHo3a CrnpsMO HEWCXEMUYHa-
Ta. Mpu 5-roguiHO nNpocnegsBaHe Ha NaLUMEHTU CbC
CH, pasgeneHu no eTtnonormvyeH kputepun, Mateusz
Moscinski n cbTp. [34] ycTaHoBsIBaT, 4e CMbPTHOCTTA
B u3cneasaHata nonynauuns e 40,6%, kato no-BucoO-
Ka yecToTa Ha HebnaronpuaTeH u3xog ce perucrtpupa
npuv naumeHTute ¢ ncxemmnyHa CH. Andersson n cbTp.
[35] usyuaar ronsama rpyna nauMeHTn cbC 3acTorHa
CH peTpocnekTnBHO 1 M1 npocregssar 3a nepvog ot
5 rognHn. CpegHaTta Bb3pacT Ha nacnegBaHaTta oT TaX
KoxopTaTta e 58 roguHu, kaTo 68% OT TsIX ca MbXe. Tbii
KaTo NpOy4YBaHETO € PETPOCMEKTMBHO, MHGOpMaLMs
3a (QyHKLMOHAMHUA Krnac cumntoMaTuka nvncea. AH-
rmorpacusitTa Ha KOpoHapHUTe apTepumn He e buna 3a-
ObIDKUTENHA 3a onpefensiHe Ha eTuonoruaTa Ha CH.
Moarpynos aHanus Ha 5-roguwiHaTa CMbPTHOCT Ha Na-
LUMEHTUTE NOKa3Ba, Ye CMbPTHOCTTa NPU MCXeMuUyHaTa
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CH e curHudmkaHTHO no-Bucoka. HegoctaTtbk B TOBa
npoy4BaHe € nuncata Ha AMarHOCTUYHO YTOYHsIBAHE
ypes3 KopoHapHa aHrnorpadus Ha BCUYKM BKITOMEHN B
nonynauusata naumeHTu.

OKMTI nma pasHopoaHa etuornorus. B mHoro cny-
Yau npuyMHaTa ocTaBa He HambiHO u3sicHeHa. Obe-
AVHABALLO npu Bcuykn naumeHtn ¢ OKMI e TexHu-
AT BMCOK PUCK OT PUTBMHM HapyLUEHUS U1 NOBULLEHA
CMBPTHOCT. [pUNOXEHNETO HA CbLBPEMEHHO N E€TUO-
NOTrMYHO HACOYEHO fleYeHne ca OT BaXKHO 3Ha4veHue 3a
nogobpsiBaHe Ha NPEXUBAEMOCTTA Ha Te3M NaUNEHTMW.

PECTPUKTUBHA KAPQUOMMUONATUA

PectpuktuBHata kapauvomuonatua (PKMI) e
Han-pagko cpellaHaTta popma Ha KMI. Ta ce xapak-
Tepuaupa C pecTpuKTMBEH TUN Ha nbhnHeHe Ha JIK.
KnvHu4HO ce 13sBsiBa C pasBUTUE Ha cbpaeyHaTa He-
poctarbyHocT. KnacudukauymoHHo PKMIT moxe pa e
pes3yntaTt OT CUCTEMHM 3ab0nsiBaHMs!, HO MNO-4eCTO € C
nguonatmnyHa reHesa.

MaumeHTtute ¢ PKMI umat Han-HebnaronpusTHaTa
nporHo3a oT Bcu4kn KMI1. PECTPUKTUBHUAT TUN XEMO-
AVHaMuKa MoYTu BMHArM Bogm Oo pas3sutue Ha CH um
nynmoHanHa xunepTtoHus. MNpu PKMI ce Habnogasa
Haw-Bucokata 4vectota Ha BCC npwu peructpupaHa
CcMBbpTHOCT 50% Ha 2-paTta roguHa OT OTKpMBaHe Ha 3a-
oonseaHeTo 1 70% Ha 5-ata roaMHa OT AMArHOCTULM-
paHeTo n. NporHo3aTta Bapupa B 3aBUCMMOCT OT Noa-
nexatiaTa eTMonorus, Kato npu nuuaTa cbC cbpaeyHa
amunongosa npexumBseMocTTa € Han-Hucka [36]. Me-
AMKaMeHTO3HaTa Tepanusi, KakTo U CbpAeyHaTa TpaHc-
nnaHTaumsi He BUHaru ca cbC 3a40BOMUTENEH OTFOBOP
npu naumeHtute ¢ PKMI.

CobliecTByBaT pasnuyHyn NPeguKTOpu 3a NporHo3a
npu naumeHtnte ¢ AKMI1, kaTto Te ce nsnonseart v 3a
OLeHKa Ha edbekTa OT NpunoXxeHaTa MeaMKaMeHTO3Ha
Tepanusi. Ha MbpBO MSCTO Bb3pacTTa € OT rofiMo 3Ha-
YyeHue 3a npexuesiemoctTa. OTKpMBaHETO Ha 3aborns-
BaHETO B [eTCKa Bb3pacT € acouuupaHo ¢ no-noiua
nporHo3a, ¢ Yectota Ha npexussiemoct 50% 3a BTO-
paTta rogvHa cnep anarHoctuumpane [37]. Hanuumeto
Ha acuuTt, apuTMumn, TPOMBOEeMOBOMNNYHN WHUMOEHTU
U1 NyrMoHarnHa XMnepToHus ca CBbp3aHu C Hebna-
ronpusaTHa NPorHo3a npu neguaTpuvHUTE NauUEeHTW.
[MpexnBaemocTTa Npu Bb3pacTHUTE NaUMEHTU CbLUO
He e pobpa nopagu MPOrpecuMBHOTO YBpEXAdaHe Ha
cbpgedHaTa yHKumMs. Jluncata Ha OTroBOp KbM Mpu-
rnioxeHaTta Tepanusi CblLO € NMporHoctTudeH Gener 3a
NOBULLIEHA CMBPTHOCT, pPe3ynTaT OT HUCKUS CbpAEYEH
[eduTt [36]. Opyr oCHOBEH NPEeaUKTOP € HaNM4YMETO Ha
CMHKONW KaTo Cropen HAKOW aHanusn ce perncrpupa
daTtaneH nsxopg 4o 4-tus Mecew, crneq peanmanpaHeTo
My [38]. MamonatmnyHata PKMI e ¢ no-GnaronpuatHa
NporHo3a crnpsMo MHAUNTPATUBHUTE U CBbP3aHUTE C

MUoKapAHa Hekpo3a dopmu. Hanuumeto Ha Genogpo-
6eH 3acTon unm MM npu oTkpMBaHe Ha 3abonsiBaHETO,
ocobeHo npu naumeHTn Ha Bb3pacT Hag 70 roguHw,
€ C Jfiowa nporHosa. YBeNuMYeHusT KpaeH OnacToneH
pa3mMep Ha JIK, kKakTo 1 NOBMLLEHOTO MyrMO-Kanunsip-
HO HansraHe CbLUO Ce cyuTaT 3a NoLUN NPOrHOCTUYHU
Genesn.

CwmbpTHOocTTa npu PKMI1 e curHudumkaHtHO Bu-
coka. Hannuneto Ha PKMIT ce acounmpa ¢ 3,5 nbTu
noBuLIABaHe Ha 4ecTtoTaTta Ha xocnutanusauuu, 3,8
MoBMLLUEH PUCK OT cMbPT unn BCC 1 5,7 nbTK NoBuULLIEH
puck ot cpataneH naxog u CH. B no-ronsimata yact ot
cnyyamte paTtaneH M3xo HacTbhBa B pes3ynTar Ha
BCC wunu 3actoriHa CH, kaTo To4yHaTa npuyMHa Moxe
Oa ocTaHe Hepasno3Hata. OCHOBHUTE mnoanexalm
MPUYMHN BEPOSTHO Ca MUOKapAHaTa UCXeMUS, apuT-
mum n CH [36].

APUTMOTEHHA ECHOMAKEMPHA
KAPAMOMMUONATUA

ApuTMOreHHaTa gecHoKamepHa KapavomuonaTtus
€ HacregcTBeHo 3abonsiBaHe, xapakTepuanpalo ce
CbC 3aMeCTBaHe Ha Muokapga ¢ hmbpo3Ha 1 MacTHa
TbKaH, BOZELWO A0 KamMepHa AUCHYHKUMS, KaMepHU
aputMmum n BCC. OCHOBHUAT reHeTu4veH AedekT ca
MyTauuy B FreHUTE Ha AEe3MO30MUTE — MNakornobuvH,
OEeCcMOonnakuH, nnakounuH-2, ecMmornenH-2 n gec-
mokonuH-2. Cpewia ce npu 1 Ha 5000 yoBeka B nony-
naumsta. ObmyanHaTa KNMHUYHaA U3sBa, KOSITO BOAM U
00 AMarHoCTUUMPaHEeTO M, ca nannutauum, CUHKOM W
no-psigko peanuampana BCC, OCHOBHO Npu nauneHTn
mexay 20 n 50 roguHn. Yectotata n B CALL e mexay
0,01 n 0,1%, HO BEPOATHO € No-BMCOKa Nopagu rornsm
Opon HegmarHocTuumpaHu nauueHtn [39]. B Utanus
JecHoKamepHaTta Aucnnasusa e Bodella npuynHa 3a
CMBPT Mpu atneTuTe, 4oKaTo npu naumeHTuTe Hag 40
r. yectotata n e 0.04% [40]. lecHokamepHaTa gucnna-
3us e oTtroBopHa 3a 3 go 10% ot BCC npu naymeHTn
nog 65 r. [41]. MNposBata Ha cumnToMu npegun 12-ro-
OVLIHA Bb3pacT He e XapakTepHa, KakTo M nNbpBa U3-
siBa Ha 3abonsBaHeTo npu uHauemuamM Hag 60 roguHu.
KamepHuTe Taxmkapgum ca yecta nposiea Ha 3abons-
BaHeTo. [1o-psiAko HavanHata cMMnToMaTuka e pesyr-
TaT Ha CH. Tsa 0OukHOBEHO ce nosiBsBa B NMO-KbCHUTE
eTanM Ha 3abonsgBaHeTo. OCHOBHUTE PUCKOBM hak-
TOpW, acouMmMpaHu ¢ no-foLa NporHo3a, ca Bb3pacT,
MBXKKW MOS, HEOBACHUM CUHKOM, HEMPOLABbIDKUTENHU
KT, natoreHHn reHeTuyHu BapuaHTM U UHAyuMpaHa
cnep kamepHa ekctpacucrona KT.

MpoyyBaHuATa, wu3cnegBaly MNPEXUBAEMOCTTA
npv nauneHTnte ¢ K aucnnasus, ca c no-manbk 6pon
BKMNIOYEHN MaUMEHTU nopagu no-HUCKaTa n YyectoTa B
nonynaumsata. OT 0cobeHO BaXHO 3HAYeHWe ca Tesw,
aHanuaumpallm 1 poacTBEHMLMTE OT NbpBa NuHus. e-
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HETUYHUAT CKPUHMHT U OTKPUBAHETO Ha MNaTOreHHU Ba-
puaHTV Ha 3abonsiBAaHETO aBTOMATMYHO MOCTaBs Npo-
OaHOuTe B puckoBaTa KaTeropusi.

Jean-Sébastien Hulot n cbTp. npocnegsiBat 3a
nepuog ot 8 roguHn 130 naumeHTn ¢ N3NbIHEHN KpU-
Tepun 3a aputTMoreHHa gecHokamepHa KMI1. Te onpe-
0endaT OCHOBHUTE PUCKOBU hakTOpU 3a CbpaeYHO-Cb-
[oBa CMbPTHOCT. 3a nepuoga Ha npocregssaHe 21
yoBeKka ca NnouyMHanu B pesynTtaT Ha CbpAeYHO-CbOO0B
npobnem. Bcuukn ca ¢ aHamHesa 3a KT. OcHoBHUTE
dakTopu, UMalyM 3HadeHne 3a nporHosara, ca: nor,
aHaMHe3a 3a cuHKon, rpbaHa 6onka, KT, ancnepcus
Ha QRS-komnnekca kaTo Han-CUITHU N HE3ABUCUMU Ce
OoKasBaT HanuyneTo Ha KNuHU4YHWM Benesn 3a JIK n OK
anccpyHkumsa [41]. U B gpyrm aHanman nma nogobHu
OnucaHu gaHHK, kaTo 3acdaraHeTto Ha J1K ce cunta kaTo
Oener Ha No-TEXKO NpoTUYaHe.

B npoyuBaHe, BkntouBaLLo 439 nauneHtu ¢ K anc-
nnasus, YMaTo cpegHata Bb3pacTt € 36 + 14 1, npu 48
(11%) oT TaAX ¢ HayanHa m3aBa e cbpaedeH apect. OT
TAX 25 npemMuHaBat ycnewHa pecycuutaumsa n 23-ma
ca noynHanu, Kato auarHo3sata € noTBbpaeHa npu ay-
Toncusa. CpegHaTta Bb3pacT Ha peanuaupanuTe Cbp-
nedveH apect e 25 roguHun. JonbnHuTtenHo npu 220 ot
naumentute (50%) kato NbpBa NposiBa € perucTpu-
paHa kamepHa Taxukapgud. ICD nonydaBat 212 ot
Tesn ¢ npogbmkuTenHa KT vnu cnep ycnewHa pecy-
cumtaums. MNMpoobmKUTENHM KaMepHN Taxukapaum ce
Habntogaeat npu noeeve OT 2/3 OT yanara rpyna (n =
301, 72%). No oTHOLWEHME Ha BKMOYEHUTE NauUeHTn
¢ umnnanTtuparo ICD yctponctso — 10 naumeHTun ca
noynHanu (3%): 2-ma ot BCC, 3-ma ot CH, 2-ma ot CH
n KT B KomBrHauusa n 3-mMa oT HeCcbpaeyHa nNpuynHa.
YectoTtata Ha BCC npu naumeHtute 6e3 ICD e 16%

Ta6bnuua 1. AnarHoctnyHu kputepumn 3a [IK aucnnasuna

3a pasnuka ot Tean ¢ ICD, kbaeTo NpPoUEHTLT € MHOTO
no-Hucek — 0.6% [42].

Cnopeq npenopbkute 3a noBegeHue npu OK guc-
nnasusa umnnadtaums Ha ICD e nokasaHa npu BCUYKM
BMCOKOPUCKOBY UHOMBUAN, KOETO BKITHOYBA U BTOPUYHA
npeseHuunsa Ha npekbcHaty KT unm BCC, kakto 1 nbp-
BMYHa NpeBeHLMs B CriydauTe Ha Texka AucyHKumns —
OecHokamepHa nnun gpykamepHa. Kato HMCKOpUCKOBU
rpynu ce cumTaT nauueHTuTe, Npu KOUTO HAMa PUCKOBU
daKkTopu N OTKPUTU FEHETUYHM MYTaLMK, acoLMmpaHmn
cbC 3abonsBaHeTo. Tean ¢ ymepeH puck nmart knac [IA
npenopbka 3a uMmnnaHTauus Ha ICD, 6asnpaHa Ha Ha-
NNYNETO Ha noBedve OT 1 ronsmM OUarHoCTUYEH KpuTe-
pun. Tean c noHe eguH Manbk kputepuin nmat |1B knac
nHAMKauus 3a nmnnaHTaums Ha ICD (tabn. 1) [43].

lMporHo3ata npu nauneHTuTe ¢ aputmoreHHa [OK
KMI1 3aBnCKM OCHOBHO OT PaHHOTO AMarHOCTMUMpaHe
Ha 3abonsBaHeTo. CEMENHUAT CKPUHUHT MpU NauueH-
TV ¢ gokasaHa [K ancnnasusi, Kakto u OTKPUBaAHETO Ha
reHeTUYHN MyTauum n NPeapasnonoXeHocT KbM 3abo-
nsABaHETO cnomarar 3a no-6naronpuaTHaTa UM NPOrHo-
3a. HaBpeMeHHOTO BKMOYBaHE Ha MeAMKaMEHTO3Ha
Tepanus n umnnanTaumarta Ha ICD Ha nokasaHusaTa ca
BoAewwm 3a no-gobpara npexueaemocT npu OK guc-
nnasus.

JIK HEKOMNAKTHOCT

JIK HekomnakTHOCT MOpPOMNOrM4YHO Ce XapakTte-
pusnpa ¢ Tpabekynapusauusa Ha JIK muokapa v ¢ Ha-
nnyne Ha Obnboku mHTepTpabekynapHu peuecycu.
OtneneHa e kato camocTtosiTenHa cdopma KMI1 n ce
XxapakTepusnpa ¢ ManurHeHo npotnyaHe. OcHoBHaTa
KnuHn4yHa nsasa ca CH, aputMunm, MO3b4Y4HOCHA0BU UH-

Fonemu kputepumn

Manku Kkputepum

CTPYKTYPHU U (PYyHKLIMOHAIHM
NpoMeHu

Ha JIK
2. K aHeBpusma

1. Texxka OK gunataumsa n pegykuus Ha
[OK ®/ npu neko nnum nunceatyo 3acsiraHe

3. Texxka cermeHTHa K gunataums

1. Jleka OK gunataumsa n OK gnucdyHkums npy
HopmarnHa JIK dpyHkums
2. CermeHTHa OK xvnoknHesns

TbKaHHWU XapaKTepPUCTUKU

MacTHa nHduntpaums Ha OK

HapyLeHusi

EKI genonsipusaunonHun/nposogumn | QRS > 110 ms BbB V1-V3 otBexaaHus
Encunon-BbnHa BbB V1-V3 oTBeXaaHus

EKI penonsipusaumoHHU NpoMeHu

HeraTvBHu T-BbMHU B AeCHUTE NpekopauanHu
oTBexaaHua npu nunca Ha Abb

Aputmumn

JNIBB KT (NpogbmKUTENHU 1 HENPOOBIMKUTENHM) Ha
EKI vnun xontep-EKI

damunHa ncropus

®damunHa uctopus 3a K gucnnasus, notebp- | 1. amunHa uctopus 3a paHHa BHe3anHa CMbpT
AeHa ypes buoncus nnu aytoncus

(Bb3pacT < 35 r.), BcneacTBMe Ha 3anogo3psiHa
OK aucnnasus

2. damunHa UCTopus Ha KNMHUYHA AMarHosa,
6a3vpaHa Ha HacTosILUTE KpUTEPUM




14

M. lymkosa, K. Kapamepuros, P. MeaHoea...

UMOEHTU (MHCYNT) 1 NOBULIEHA CMbPTHOCT. YecToTata
" Npv Bb3pacTHU NaumMeHTn Bapupa B pasnuyHuTe pe-
rmcTpu mexay 4 n 5% [44, 45]. MbxeTte ca no-4ecto
3acerHatu ot >xeHute. JIK HekomnakTHOCT 3acsra oT
8 0o 12 yoBeka Ha eAnH MWUIWOH rOAULLHO, KaTo Be-
POSATHO € MHOro Mno-pas3npocTpaHeHa nopagu rone-
MUSI NPOUEHT 6e3CMMNTOMHO NpoTuyaHe. damunHuTe
dopmu ce cpewat npu okono 40% oT cnyvauTe, KaTo
KNMWHUYHATa M3gBa € MHOro BapuabunHa, gopu n npu
poacTeBeHuLm [46].

JIK HekoMnakTHOCT ce acouumpa ¢ fiolla nporHosa
M MOBULLEHA CMBPTHOCT MPWU Bb3PacTHUTE MaLMEHTW.
PaHHOTO OTKpuBaHe Ha 3abonsBaHETO 1 6e3CMMMNTOM-
HOTO NMPOTUYaHe ca OCHOBHUTE haKTOPU, acoLMUpaHun
C no-bnaronpuaTHa nporHosa. [MpexuBsemocTTa npu
Te3n naumeHTn ce onpegens ot pa3suTneTo Ha CH un
HeoOxoOMMOCTTa OT CbpAevHa TpaHcnnaHTauus. JIK
cuctonHata gucdyHkuusa ¢ U nog 35%, kakto u yee-
nNu4eHnAaT TeneamacTtoneH gvametrvp Ha JIK ca dak-
TOpKW, BOAEeWM OO0 HebnaronpusTHO npoTudaHe [47].
lMaumeHTUTe C n3onmpaHa anvkanHa HeKOMMNaKTHOCT 1
3anaseHa ®U He ce pasnmyasat No nNpexmesemMocTTa
Ccu crnpsiMO HopmarnHarta nonynaums [48]. Kato Hesa-
BUCMMU (DaKTOPWU 33 CMBPTHOCT M CbpAedHa TpaHC-
nnaHTaums ca gedvHmpann — Bucok NYHA ®K — l1I-1V,
NPOOBIMKUTENHN KAMEPHU TaxvKapanuy U YBENUYEHUSAT
pasMep Ha nsiBoTo nNpeacbpame. JleBusT 6egpeH 6ok,
NPeacbpPAHOTO MBbXOEHE, KAKTO U HEPBHO-MYCKYITHUTE
3abonsiBaHUSA CbLLO ca MAEHTUDMLUMPAHM KaTO pPUCKO-
BU pakTopu [46].

Mo-ronsimata yacT oT aHanuaute 3a JIK HekomnakT-
HOCT BK/OYBaT Marsku rpynu nauneHTn. B cepus ot 48
nauneHTn, npeseHTnpaLlm ce cbC cumntomarumka, 15
OT TSX Ca MOYUHaNM OT CbpAEYHO-CbA0BO 3abonsaBaHe
Unu crieg cbpAaedHa TpaHcnnaHTaums, JokaTo npu 6es-
CUMMNTOMHUTE MaLMeHTN He e perncTpupaH HUTO eanH
CMBbpTeH cnyyan [49]. B aHanus, BkntoyBawy, 34 nauyu-
eHTn ¢ JIK HekomnakTHOCT, npocrneneHn 44 meceua,
53% ot Tax ca cbc CH, Hanarawa xocnutanusauus,
41% ca ¢ KT, npu 12% e nmnnantupaH ICD, 24% pe-
anuaunpaT TpoMboTMYeH NHUMAEHT, 35% ca noynHanm
n 12% ca nonyyunu cbpaeyHa TpaHcnnaHtauus [50].

JIK HEKOMMNAKTHOCT € reHETUYHO XETEPOreHHo 3a-
bonseaHe. Moxe fa cbllecTByBa CaMOCTOATENHO Uin
B CbYeTaHME C APYrM CbpAEYHU UM HECHPOEYHM aHO-
mManuun. OnpegensiHeTo Ha NporHo3ata npu NauneHTu-
Te ¢ JIK HeKOMNakTHOCT € OT 3Ha4YeHune 3a nosedeHve-
TO W NpocneasiBaHeTo UM. Ta 3aBUCK OT eTana, B KOWTO
€ guarHoctuumpaHo 3abonsBaHeTo.

3AKNIOYEHUE

KapamomuonaTtmte nMaTt pasHOPOAEH XapakTep.
OnpepnensiHeTo Ha eTUONOrMsaTa UM, KakTo U Hanmuun-
€TO Ha HacneaCTBEHOCT 4pe3 aHanu3 Ha reHeTU4YHu

MyTauMu ONpeaenaT 1 NporHosaTta U TepaneBTUYHOTO
noBegeHNeTo npu Tesn 6onHu. fonemmTe AnarHocTumy-
HN Bb3MOXHOCTU W LUMpOKaTa AOCTbMHOCT 4O CbBpe-
MeHHa Tepanusi BogaT A0 nogobpsiBaHe Ha NpexuBsie-
MocTTa Ha naumeHtTuTe ¢ KMI1. PaHHaTta anarHoctuka
N CKPUHUHIBT Ha POAHWHUTE OT NbpBa NMHUS ca B OC-
HOBaTa Ha ycneLlHO crnpaBsaHe CbC 3abonsemocTTa u
yBenu4yaBaHe Ha NPOABbIPKUTENHOCTTa Ha XMBOTa Npwu
Tasu rpyna naumeHTu.

He e deknapupaH KOHGbruKm Ha uHmepecu
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