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A6pesBiaTypu Ta aKpoHiMuK

AHriOTEH3NHNEPETBOPIOBANbHUI (DEPMEHT
®dibpunauia nepeacepnb

AMepuKaHCbKa KapgionoriyHa acouiauis
«AMiOf@POH Y NOPIBHSAHHI 3 IMNNaHTOBaHUM
KapniosepTepoM-AediopUnaTopoM»:
paHOoMi30BaHe [OCTIMKEHHS

cepep nNauieHTIB 3 HeiLLEMIYHO
aunatauinHo KapgiomionaTieto

Ta 6€3CUMNTOMHOK HECTINKOKO TaXikapgieto
LLIITYHOYKIB

BrnokaTop peuenTtopa aHrioTeH3uHy I
ApvTMOreHHa Kapgiomionaris npaBoro
LLTYHOYKa

ATPIOBEHTPUKYNAPHUI

«[poTrapuTMi4Hi nikapcbKi 3acobm

B MOPIBHAHHI 3 iIMNIAHTOBAHWM
fedibpunaropom»

«CepLeBa pecuHXpoHisaLis — cepLesa
HegocTaTHicTb (CArdiac REsynchronization —
Heart Failure)»

HocnipxeHHs «3ynnHKa cepueBoi AisnbHOCTI»,
[ambypr

HocnigxeHHs «Kapgiomionaris»

HoBipunn iHTEpBan

KaHagcbke OocnigyKeHHst iMnnaHToBaHoro
nedibpunatopa

CepueBuit MarHiTHUA pe3oHaHc
HocnigxeHHs «[opiBHAHHSA Tepanii
NikapcbKMMK 3acobamm, CTUMYNALT putmy
cepus Ta fediépunadii npn cepuesin
HeJoCTaTHOCTI»

CepueBa pecyHXpOHi3ytoya Tepanis
BIBEHTPUKYNAPHWUIA eNeKTPOKapAioCTUMYNATOP
3 (byHKLjeto kapaiosepcii-aediopunavii
BIBEHTPUKYNAPHUI eNleKTpoKapaioCTUMYNATOP
OvnarauinHa kapgiomionartis

HocnipXeHHs NikyBaHHS 3a JONOMOro0
0edibpunaTopiB Npu HeiLeMmiYHii
Kappiomionarii

EnekTpokapgiorpama/
efneKTpokapgiorpadiqHnm

€Bponeiicbka acoujaLisi cepLeBoOro putmy
(European Heart Rhythm Association)
€Bponencbke TOBapUCTBO KapAionoris
(European Society of Cardiology)

CepueBa HegocTaTHiCTb
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CepueBa HejoCTaTHICTb i3 36epeXEeHHSM
hpakuii BUKngy

CepueBa HegoCTaTHICTb i3 3HUXKEHOI
dopakuieto BUkngy

CniBBigHOLLEHHS pU3UKiB

IMnnaHTOBaHWI KapgioBepTep-aediopunatTop
Brnokaga niBoi Hixku ny4ka Mica

Jamin A/C

JTiBWVA LLAYHOYOK/NIBOLLTYHOYKOBUIA

Ddpakuis BUKMZY NiBOro LAyHO4Ka

BrHOCHUIA TpaKT NiBOro LUNYHOYKA
BaratoueHTpoBe OOCNIMKEHHs iMnnaHTauii
aBTOMaTM4HOro aedibpunatopa
BaraToueHTpoBe CUHXPOHI30BaHe
paHgoMi3oBaHe KniHiYHe JOCNIOXEHHS
AHTaroHicT MiHepanoKoOpTMKOiIAHOMO peLenTtopa
MinicekyHaa

Hecrilika wnyHo4koBa Taxikapgis
Hbro-l7lopKCbKa KapgionoriyHa acoujauis
(New York Heart Association)

HocnigxeHHa «OnTumarbHa dapmakosnoriyHa
Tepanis Ansa nauieHTie 3 KapaioBepTepPOM-
Hedibpunaropom»

BigHoLLEHHs waHciB

LLinyHo4koBa ekcTpacucTonis

[porpamoBaHa CTUMynALIA LUIYHOYKIB
HocnipxeHHs «PecuHxpoHizauia —
Aedibpunauis npu ambynaTtopHOMy niKyBaHHi
cepLeBOoi HeJoCTaTHOCTI»

Brnokaga npaBoi Hixku ny4ka Nca
PaHpomizoBaHe KOHTPONbOBaHE LOCIIKEHHS
HocnigxeHHs «3amiHa peMogentoBaHHs
PECUHXPOHI3aLieto Npu CUCTOMIYHIN ANCYHKUIT
NIBOrO LLAYHOYKa»

BararoueHTpoBe cHHXPOHi3oBaHe
paHgomi3oBaHe KniHivHe gocnimkeHHs 1K
BigHOCHWIA py3mnK

MpaBuiA LLNYHOYOK

PanToBa cepuesa cmepTb

HocnigxeHHs «PanToBa cepuesa cMepTb
npu cepueBiit HeOOCTaTHOCTI»

LLinyHo4koBa apuTMmis

DibpunALia LWAYHOYKIB

LLinyHo4koBa Taxikappgis

HocnigxeHHs «A6AALIA LWIYHOYKOBOT
Taxikapaii npy KopoHapHin XxBopobi cepLis»



PEKOMEHOALLIT

PEKOMEHAALN

KomenTap

KepiBHMKA Binginy cepuesoi HegoctatHocTi HanionansHoro HaykoBoro ueHTpy «IHeTUTYT KapaioJorii
im. M.JI. Ctpa:xkecka» HAMH Ykpainu, npe3unenta YKpaiHcbKoi acomianii (paxiBiiiB 3 cepieBoi HeJOCTATHOCTI,
npocgecopa JI.I'. BoponkoBa

Buxin noBroovikyBaHMX HOBUX peKOMeHAALii €BponeiiChbKOro KapaioJoTivHOro TOBapMCTBa 3 JIIKyBaHHSI Malli€EHTIB
3i myHoukoBuMU aputMisimu (LLIA) Ta 3 monepemkeHHs1 panToBoi cepiieBoi cMepTi (PCC), 6esrepeuHo, € 3HauyI11010
TMOMI€I0 SIK JIs1 KApAioJoriB, TakK i Juisl (haxiBLIiB 3 iHBa3UBHOI apUTMOJIOTi1, y TOMY YKCJIi THX, 110 NPaLiOIOTh B YKpaiHi.
Bucokuii MeToa010TiYHMIA Ta HAYKOBMI piBeHb 3a3HAUEHOTO JJOKYMEHTA € 3alIOPYKOIO TOTO, 1110 Ha HANOMMKYi KiJlbKa
POKIB BiH Oyze 6a3010 1151 peasizallii BiZmoBinHUX MPOMiTaKTUYHMX i JTiKYBaJIbHUX 3aX0/IiB Y KapAioJOriYHMUX MalliEHTIB.

IIporoHoBaHi yBa3i untadiB 6-ii Ta 7-if po3aian 3a3Ha4eHNX PEKOMEH IaLIii CTOCYIOThes TiKyBaHHs LA i mpodinak-
tukn PCC y manienTiB i3 cepueBorw HemoctatHicTio (CH)/muchynkuieto aiBoro nuryHouka (JIII) Ta 3 xapaiomio-
natissmu. [TopiBHSIHO 3 MoTNepeaHiMU pelakilisiMU aHAJIOTIYHOTO JOKYMEHTA BiIMOBIAHO A0 PO3LIUPEHHST HAOYTOI J10-
Ka30Boi1 0a3u B OiTbIIOMY 00CSI3i i1 OLbII AeTali30BaHO BUKJIAAEHO ITOJOXEHHS, 110 CTOCYIOThCSI BUKOPUCTAHHS CY-
YaCHUX BMCOKOTEXHOJIOTIUHUX JIiKYBaJbHMX METOMIiB — iMILJIaHTOBaHMX KapaioBepTepiB-aediopuistopis (IKJI),
KapaiopecuHxpoHisytouoi Teparnii (KPT) ta kateTepHoi aossiii. ITopsia 3 TUM AOCTaTHS yBara NpUaISeEThCs MearuKa-
MEHTO3HUM MeToAaM NpodinakTuku i KoHtposto A, gKi, IK BUAHO 3 TOKYMEHTa, 3aCTOCOBYIOThCS SIK CAMOCTIHO,
TaK i B KOMOiHalIil 3i 3rajaHMMM BUIllE HEMEAMKAMEHTO3HMMMU TEXHOJIOTisSIMU. BapTo 3a3HauuTH, 110 y TALiEHTIB
i3 cuctofiuHoto auchyHkitiero JIII (ssk KopoHapOreHHOi, TaK i HEKOPOHAPOTeHHOI MPUPOAUN) EAMHUM (hapMaKoJIOoTiy-
HUM 3ac000M, 1110 YMHUTH eeKTuBHY cyrpecito LA i BomHoUac He CIPUYMHSIE MOTipIIEHHS KJIiHIYHOTO TTPOTHO3Y,
€ amiogapoH. Ctifi 3BepHYTH yBary, 1110 3aCTOCYBaHHSI OCTAHHBOTO, MOPSIJ i3 KATETEPHOO a0JISILIi€0, PO3TIISIIAETHCS K
pekoMeHaoBaHa oriis (kiaacu I, I1a) y Bunagkax peuuausis ctitikoi IIT Ha doni BukopuctanHs IKJI Ta 'y maiieHTiB
3 Hanagamu criiikoi T 6e3 IKJI. OctaHHs 1o3uliisl € HalOLIbII aKTyaJIbHOIO B Halllili KpaiHi, Je, Ha XaJjib, 3aCTOCY-
BaHHs npeBeHTUBHOI IK/I-cTpaTerii y 3a3Haue€HOI KaTeropii XBOPUX 3aJIMIIAETHCS 3 BIIOMUX IMPUYKMH IIPOOIeMaTHY-
HuM. Hapa3zi MaemMo He BTpayaTu Hajilo Ha BiAIMOBiAHE MOKpAIIEHHS CUTYallii B Maiil0yTHbOMY, MOOiJIi30BYIOUM YBeCh
HasIBHUI apceHal MeIMKaMEeHTO3HUX MTPU3HAYeHb Ta BTpYYaHb Y KOXXKHOMY iHIMBioyalbHOMY BUMAIKY.

Bcmyn

Lleit TOKyMeHT CTBOpeHM SIK €Bponeiichke OHOB-
JIEHHsI KEPiBHULITBA AMEPUKaHCHKOTIO KOJIEIXXY Kap-
nioJiorii (ACC)/AMepuKaHChKOI KapaioJoTiuHoi aco-
miauii (AHA)/ESC 2006 p. 1010 JikKyBaHHsI Mali€H-
TiB 3i nTyHOuUKoBUMHU aputmismu (IITA) ta monepen-
XeHHs panToBoi cepuesoi cmeprti (PCC)L. V¥V csiti
HaWHOBIIIMX MOTOJXYBaJlbHUX AOKYMEHTIB 11010
JIikyBaHHS nauieHTiB 3 LA, BunymeHnx BU3HaHUMU
MiXXHAapOOAHUMU TOBapUCTBaMM, SIKi 3alMalOThCs

npobieMamMu puTMy cepusg? 3, Komirer 3 po3poOku
kepiBHUITB ESC BupillluB 30cepeauTu 3MicT 1LIbOTO
mokyMmeHTa Ha nonepemkeHHi PCC. OHOBIEHHST BHO-
CATBCS PETYJSIPHO 3 ypaxXyBaHHSIM HOBUX aHaJiTHY-
HUX BHUCHOBKIB IIOAO MPUPOAHOIO Iepediry 3axBo-
ploBaHb, sIKi mpoBoKyoTh PCC, Ta pe3ysbrartiB 3aBep-
LIeHUX MacIITaOHUX MOCHIIKEeHb, 110 MOXYThb BILIU-
HYTU Ha METOJM JIiKyBaHHSI CEplLIeBOi HEJOCTATHOCTI
(CH), BkJouatouu sIK ¢papMakoJIoriyHi 3acobu, Tak
1 almapaTHy Tepallilo.

Ta6bnuua 1. Knacn pekomeHaauin

Knacu pekomeHpauin BusHauveHHs 3anponoHoBaHe ¢hopMmynioBaHHS

BigomocTi Ta/abo 3aranbHa 3roga npo Te, WO HapaHe

Knac | nikyBaHHs abo npoueaypa Mae nepesary, Hece KOpUCTb, PekomeHpoBaHO/MoOKa3aHo
€ eheKTUBHUM (-010)

Knac Il Cynepeunusi BigomocTi Ta/a6o BigMIHHOCTI AyMOK o0
KopwucTi/echeKTUBHOCTI 3a3HaveHOro nikyBaHHs a6o npoLieaypu
BaromicTb BigomocTen/gyMKu cBig4yaTb Ha KOPUCTb .

Knac lla . .p‘ Ay . A P Cnip y3aTtu pgo ysaru
AouinbHocTi/edheKTUBHOCTI

Knac llb [ouinbHicTb/etheKTUBHICTb MeHLUe 3acBigyeHa BigomocTamu/gymkamu | MoxkHa B3aTK J0 yBaru
BigomocTi a6o 3aranbHa 3roga cBigyaTtb, LLIO 3a3Ha4YeHe

Knac Il nikyBaHHsa a6o npouepypa HefouinbHi/HeedeKTUBHI He pekomeHpyeTbCA
Ta B feSKAX BUNagKax MOXYTb 3arnofiatv wKogy

~
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Ta6bnuusa 2. PiBHi fokasiB

PiBeHb gokasiB A

[NaHi, oTpumaHi B pe3ynbTaTi KinbKOX paHAOMi30BaHUX KIiHIYHMX fOChifXeHb a60 MeTaaHanisiB

PiBeHb goka3sie B X .
HepaHAOMi30BaHUX [OCHiAKEHb

[OaHi, oTpumaHi B pe3ynbTaTi 04HOro paHaoMi3oBaHOro KiiHiYHOro focnimxeHHs a6o BENMKUX

PiBeHb gokasiB C . .
peecTpoBi AocnigKeHHs

Morop)xeHa gymka ekcnepTiB Ta/abo HeBeNMUKi AOCNIAKEHHS, PETPOCNEeKTUBHI AOCNIAKEHHS,

6. Tepanesmuyni nigogu go NiKYBaHHA nauwicHmie
3 guciyHkuicl NiB020 WNYHOUKA 32 HAABHOCMI
400 BigcymHocmi cepuesoi HegocmamHocmi
IIA BusiBas10TH Y OibiocTi maieHTiB i3 CH, i pan-
TOBa CMEPTb YacCTO TPAIUISIETbCS B LIl TOMyJsiiii
natieHTiB! 3 295 296, HagsHicThb Ta TAXKicTh IITA 3poc-
TalTbh pa3oM i3 TsekkicTio CH, ane ix LWiHHICTh 1110110
[IPOrHO3Y paIToBOi cMepTi Hed gcoBaHa??’-300, JTjiicHo,
BU3HAYaTU MiABUIIEHUIA PU3UK PAlTOBOI CMEPTI y Ia-
mienTiB i3 CH cyMHO3BiCHO BaxKO, a €IMHUM BiIO-
MUM BCTaHOBJIEHUM — Ta HE3aJeXHUM — 3B’SI3KOM €
3B’S130K 3 TsKKicTIo mrcdyHkii JIL a6o ®B JILLI.
6.1. IlepBunHe momMepeIKeHHS PANTOBOI CepueBOi
cMepTi

3acTocyBaHHS Nnikapcbkux 3aco6iB
y nauieHTiB 3 auccyHKUi€EI0 NIBOro LLYHO4YKa

PekomeHpauii Knac? | PiBeHb? | MocunaHHs®

OntumanbHa apmako-
noriyHa Teparnis iHri6ito-
pamu AMN® (a6o, npun He-
nepeHocumocTi, BPA),
6eTa-6nokatopamm

Ta AMP pekomeHayeTbCS 1 A
nauieHTtam i3 CH npu
CUCTONIYHIN ancyHKLiT
(LVEF <35-40%) ans 3Hu-
)KEHHS 3arasibHoi cMepT-
HocTi Ta yactotn PCC

301-
304

AT® — aHrioTeH3MHNEPeTBOPIOBaNbHUIA (DEPMEHT;

BPA — 6nokatop peuenTopa aHrioteHauHy Il; CH — cepuesa
HepocTaTHiCTb; AMP — aHTaroHicT MiHepanoKopTUKOIAHOIO
peuenTopa; PCC — panTtoBa cepLeBa CMepTb.

a Knac pekomeHgadiji.

b PiBeHb qokasiB.

¢ MocunaHHaA Ha gxepena, WO MigKpinoTb pekoMeradlii.
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6.1.1. Jlikapcheki 3aco0m

Inrioitopu AIT®, 6era-610Kkatopu Ta AMP peko-
MeHnywThcsa mnanieHtaMm i3 CH npu cucrtomiuHii
nuchynakmii (OB JII <35-40%), OCKiabKM BOHU
3HMXKYIOTh 3arajibHy Ta PalToBY CMEPTHIiCTh® (OuB.
po3min 5).

[HriGiTopn AIT® 3HUXKYIOTH 3arajlbHYy CMEPTHICTb Ha
15-25% Ta peKOMEeHIYIOThCSI BCIM TMaLlieHTaM 3i 3HMXe-
Horo ®B JIIIIE: 305,

Bera-610KaTOpU 3HUXKYIOTH CMEPTHICTh HA ~35% Ta
MaloTb MPOTHUIIIEMiUHI BJIACTUBOCTI, $Ki MPU3BOASATH
Io crieriyHOI IPOTUAPUTMIUHOI Aii, i TaKi mpemnapa-
TH 0COOJIMBO 3HIKYIOTh YaCTOTY partoBoi cMepti.? Oc-
TaHHI naHi [pynu cmiBrpaili 3 MUTaHb 3aCTOCYBAHHS
OeTa-0JI0OKaTOpPiB MPU CEPLEBili HEAOCTATHOCTI ITiAgaIn
CYMHIBY KJIiHiUHEe TBepIKEHHS PO Te, 1110 OeTa-010Ka-
TOpM MOKpallyloTh IporHo3 mis mnauieHTiB i3 CH Ta
®I1, i BoHU HAMOJIATAIOTh, 1110 KJIiHILUCTA MalOTh OOK-
paTu Tepariilo BiANOBiIHO MO IATpyny MaLi€HTIB i3
CH?3%, [T mogaibIioro J0CiIKeHHS [IbOTO POBOKa-
TUBHOTO CIIOCTEPEXEHHSI aBTOPU BU3HAIOTh, 1110 «Tep-
MiHOBO HEOOXiJHi Ta 3 HETEPITiIHHIM OYiKyIOThCS daHi
JoctimkeHb came rmauieHTis i3 CH ta @IT»37,

AMP 3HUXYIOTH CMEpPTHICTb Ta pPiBeHb paITOBOIL
cMepTi cepen naiieHTiB i3 CH, siki Bxe mpuiiMaiu iHri-
oiropu AII® Ta tepamito Geta-Gokaropamu!43: 308, 309,
YV HaifHOBIIIOMY AOCHTIIKEHHI i3 3aCTOCYBAaHHSIM €IlIe-
perony 20% mali€eHTiB TaKOX MaJIv iMIUTAHTOBaHI ara-
patu (IK]I abo OiBeHTpUKYISIpPHUI KapAiOCTUMYJISITOD),
ajie mpernapar OyB 0MHAKOBO €(heKTUBHUM SIK y MalLli€H-
TiB 3 alaparHOIO Tepalli€lo, Tak i 6e3 Takoi*®, Takuii
cnpusitauBuii ehekt AMP Ha yactoty PCC cepen nati-
€HTIB i3 cucToniuHolo nuchyHkiieto JILL oys migTBepa-
JKEHUI MeTaaHaJli30M IIeCTU JOCTiIKeHb, IKUI MoKa-
3aB, 110 y MAli€HTIB, sKi oTpuMyBajiu Tepartiio AMP,
crioctepiranacst Ha 23% wmeHiia iMoBipHicte PCC mo-
PiBHSIHO 3 KOHTposbHOIO Tpyroto [BP 0,77 (95% Al
0,66-0,89), p=0,001]3!°. IiypeTHKH Ta IUTOKCUH BCE IIIE
3aCTOCOBYIOThCS Oaratbma naitieHTamu i3 CH, aje BoHu
He 3HUXYIOTh 3arajibHoi abo parnToBOi CMEPTHOCTI.
Tinbku OJ0KaTOpPU pEeLENTOPIiB aHTIOTEH3UHY Ta iBa-
OpagrH peKOMEHIYIOTLCS MiArpynam mamieHTis i3 CHS.
AMiofgapoH He BIUIMBAa€ Ha pe3yjbTaTW JiKyBaHHS
nauieHTiB i3 CH'32, a 3 ypaxyBaHHSIM 4aCTOTHU IIPOSIBY
A0ro TOKCUYHOCTI® 1ieii mpernapaT He PEKOMEHIYEThCS
ISl 3arajlbHOTO 3aCTOCYBaHHSI y TaKMX Ialli€HTIiB.
BtiMm, y Bumagkax CHUMOTOMATUYHOI ILIYHOYKOBOIL
(Taxi-)aputmii y nauieHTis i3 CH (Hanpukian, naiieH-
TH, SIKi CTpaXKAaloTh Bijl iMIyJbCiB nediopuisitopa abo
Hecrilikoi [IA, 1110 cripUYMHSIE CUMIITOMI) aMiogapoH
€ TIPOTMApUTMIUHUM TIpernapatoM BUOOpPY uepe3 Te,
10 BiH HE MOTipIIy€e pe3yJIsTaTy JIikyBaHHs 32, T npo-
THAPUTMIUHI IIperapaTi He peKOMEHIYIOThCS MalliEHTaM
i3 CH 3 mipkyBaHb 0e3meKkus.
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3a ocranHi 10 pokiB mommpuiacsd OymMKa IIpO Te,
110 Y 0araThbOX MAalliEHTIB 3 O3HAKaMU Ta CUMITOMaMU
CH cnocrepiraerbcss HOpMaJibHa a0o0 30epexeHa
dpakuig Bukugy (CH3®B)® 311, Bararo metoiB JiKy-
BaHHS, 1110 TTOKpalyoTh BuxkuBaHHs 1pu CH 3i 3H1Ke-
Hotwo ¢pakuiero Bukuay (CH3H®B), meHn edekTUBHI
npu CH3®B. BinHocHO BelMKa YacTKa TAKUX TALIIEHTIB
MarTh HeCepleBi CYITyTHi 3aXBOPIOBAHHSI, i TOMY pamnTo-
Ba CMEPTh TPAILISIETHCS YacTO? 2, a TOCTATHRO MOTYKHUX
JochimKeHb i3 3actocyBaHHsM [K/[ Ta GiBeHTpUKYJISIp-
Horo Kapaiogiopunsitopa Hemae. Ctalu NOCTYITHUMM
(y 2005 p.) HAMOLIBII IIMPOKOMACIITAOHI JOCTiIKEHHS
IpenapariB, sIKi 3acTocoByloThcs Tpu CH, mipoBeaeHi mo
MMO3UTUBHUX PE3Y/IBTATIB 3HAUYIINX TOCTimKeHb K]0
%4 Ta GIBEHTPUKYISIPHOTO €JIEKTPOKAPIiOCTUMYIISTO-
pa313:314; cBimyeHH LUX JOCTIIKEHD IIPU3BEIIN 0 TIOSIBU
MOTYKHUX peKoMeHaaliil KepiBHULITB 11010 CH Ta 1mia-
JIEHOTO POCTY YaCTOTH 1X 3aCTOCYBaHHs - 313,

6.1.2. ImnaanToBaHi KapaioBepTepu-aediopuaATOPH

IMnnaHToBaHuK KapaioBepTep-aeciopunarTop
y naujieHTiB 3 auccyHKLiE NiBOro LyHo4YKa

PekomeHpaauii Knac2 | PiBeHb® | MocunaHHsc

IKQl Tepanisi peKomeH-
BYETbCS AN 3HMKEHHS
yactotu PCC cepep
nauieHTiB i3 cumnToma-
TnyHoto CH (knac II-

1ll 3a knacudikauiero
NYHA) Ta ®B Jill <35%
nicna 3 a6o 6inbLue
MicALiB onTUManbHOI
MeAUKaMeHTO3HOI Tepanii,
Yusa odiKkyBaHa TpuBanicTb
XUTTS CTAaHOBUTDb LLOHaW-
MeHwe 1 pik npyu No3nTUB-
HOMY (pyHKLiOHanbHOMY
cTaryci:

— npu iwemiyHiv etionorii
(LoHaWmeHLWe Yyepes

6 TUXHIB nicns iHdapkTy
MioKappaa)

63, 64

— MpW HeileMiYHIn

. | B
eTionoril

64, 316, 317

CH - cepueBa HepgocTaTHicTb; IK[ — iMnnaHToBaHUiA KapgioBep-
Tep-pgediopunatop; ®B JILU — dpakuis BUKMAY NIBOro LLMYHOYKA;
NYHA — Hb}0-|7|OpKCbKa kapgionoriyHa acoujauis; PCC — pantosa
cepueBa CMepTb.

a Knac pekomeHpadii.

b PiBeHb oKasiB.

¢ MocunaHHsA Ha mxepena, Wo MigKpinoTb pekoMeHgaLlii.

Panni mocnimxenns mono uiHHocTi IKJI pu guc-
¢ynkuii JILI 6yau npoBeaeHi cepel Mali€eHTIB 3 TMO-
MepeaHbO 3yMUHKOI ceplisl (TOOTO MpeBEeHTUBHI 3a-
XOIM OyJM BTOPMHHMMM) ab0 cepesl TaKuX, sSIKi moTpe-
OyBajIu TOZATKOBUX eJeKTpo(di3ionorivHnx KpuTepiis!.

PEKOMEHAALN

JIBa BeIMKi JOCTiIXKEHHS HamalIu JaHi 040 MEPBUH-
Horo nonepemkenHss PCC 3a nonmomororw IKJI cepen
nauieHTiB i3 CH Ta sHmxenoro ®B JIL: nocaigkeHHS
SCD-HeFT% 1a «baratolieHTpOBE AOCTIIKEHHS iM-
niaaHTalii  aBToMaTuyHoro pgedidopungaropa II»
(MADIT-II) 3318y SCD-HeFT 3acrocysanns IKJI
OyJ10 TIOB’sI3aHe 31 3HMKEHHIM pU3UKY cMepTi Ha 23%
[ciBBimHOMIEHHsT pu3ukiB (CP) 0,77 (95% 11 0,62-
0,96), p=0,007] Ta aOCONIOTHUM 3HMXKEHHSIM CMEpT-
HocTi Ha 7% 4epe3 5 pokiB (3 29 no 22%). [1pu 3acto-
cyBaHHi IKJI moka3HUK panToBOi cMepTi 3HU3MUBCS Ha
60%>3". BruiuB Ha 3aralbHy CMEPTHICTh HE BiApi3HSIB-
cs 3aJIEXXHO BiJ i1IEMIYHOIrO Ta HEILIEMIYHOIO MOXO/I -
xkeHHs CH, ane criocTepiranacs pi3HUIS 3aJ1€KHO Bif
kiacy 3a kinacudikauiero NYHA: IKJ Oynu myxe
eeXTUBHUMU ceped mnaiieHTiB knacy I, ane mo-
MITHOTO BIUIMBY Ha CMEPTHICTb cepell Malli€HTIiB Kia-
cy III ne 6yno. B MADIT-II cepen mauieHTiB rpynu
3actocyBaHHs1 IK]l 3arajbHa CMepTHICTh 3aHU3UJIACH
Ha 31% [CP 0,69 (95% Al 0,51-0,93), p=0,016],
a Mi3HIIIMHI aHali3 LbOro JOCIIIXEHHS IOKa3as,
110 KOopucTh 3actocyBaHHs [K]I y it momynsiiii mana
3aJIeXXHICTD Bix yacy3!'® 3 GiIblIOIO MEpEeBArow y maii-
€HTIB, 4Mii iHIeKc iHgapKTy Miokapaa OyB Bimma-
JIeHimui Bifg paHmoMizamii. OmHo4YacHO 3 OararbMa
JaHUMU, SIKi CBilUaTh Ha KOPUCTb 3acTocyBaHHs [K/]
y Maui€eHTiB, 110 IlepeHecau iHMapKT Miokapna
(ToOTO imemMiyHoi1 etiosorii), cepen mMalli€eHTIB 3
CH3H®B 3 HeileMiuHOIO €TiOJOTi€l0 TaKOX CITO-
CTepiraeThcsl 3HMKEHHSI 3arajJibHOI Ta apUTMi4HOIL
cMmepTHOCTI. Y «JlocmimKeHHi JiKyBaHHS 3a JOIIOMO-
roto naediOpuasTOpiB MpU HeillleMiyHild Kapaiomio-
marii» (DEFINITE)3'® crmocrepiramocss He3HauHe
3HUXXEHHSI CMEepTHOCTI B rpymi 3actocyBaHHs IK]I [CP
0,65 (95% 11 0,40-1,06), p=0,08], Tomi K MOKa3HUK
pamnToBOi CepLEeBOI CMEPTHOCTI 3HAYHO 3HU3UBCSI
[HR 0,20 (95% 1 0,06-0,71), p=0,006]. Y mocii-
mkeHHi SCD-HeFT® TeHmeHLisd N0 3HUXEHHS 3a-
ransHOI cMeptHocTi [CP 0,73 (95% 11 0,50-1,07),
p=0,06] ciocTepiranacs cepes nalieHTiB 6e3 momnepea-
HbO IIepeHeceHoTo iHdapkTy (Ta 3 HeiemiuHoo CH).
Y Tomy XK HOCHiIKeHHI cepel Nalli€HTIB 3 illIeMiYHOI0
€TIOJIOTIEI0 TAaKOX CIIOCTepirajgacs JHIIe TEHICHIIis
JI0 3HIDKEeHHS 3arajibHoi cMepTtHocTti [CP 0,79 (95%
A1 0,60-1,04), p=0,05], iimoBipHO, Yyepe3 Te, 1O ABi
miarpynu OyJv HaATO MaJlUMM AJIsl TOCSITHEHHS CTa-
TUCTUYHOI 3Hauyniocri®®. BinmosinHo, B MeTaaHamisi
I’SITU JOCIiIXEHb IIEPBUHHOTO IOIepeIXKEHHS i3 3a-
nyyeHHsAIM 1854 mauieHTiB 3 HeimeMiunoio CH, mpo-
BegeHomy Jesai (Desai) Ta criBaBT.?!7, 3acTrocyBaHHs
IK]I 6yymo moB’s3aHe 3i 3HauHUM, Ha 31%, 3HUXKEH-
HsM 3aranbHoi cMeptHocTi [CP 0,69 (95% 1 0,55-
0,87), p=0,002]. IK/ Teparisi He PEKOMEHAYETHCS
namientam i3 CH Ha ocrtanHii cranmii (kiac IV 3a
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kinacudikamiero NYHA) Tta iHIIMM maiieHTam, 4us
OuYiKyBaHa TPUBATICTb XXKUTTSI CTAHOBUTH MeHI1Ie 1 poKy.

OcraHHiM yacom Hemae PKJI, siki 6 gemMmoHcTpyBaau
minHicTe IK]I[ y mamieHTiB 0€3 MposiBiB CUMIITOMIB
(kmac I 3a ximacudikanieto NYHA) npu cuctoivyHiit
muchyHkuii (OB JILI <35-40%) a6o y mauienris i3 CH

Ta6nuusa A. CepueBa peCMHXpOHi3yto4a Tepanis
npu NepBUHHUX NPEBEHTMBHUX 3axofAax Loao
panToBOi cmepTi cepea NauieHTiB i3 CUHYCOBUM
puTMOM Ta nauieHTu dyHKUioHanbHoro knacy Il
3a knacudikauieto Holo-Mopkebkoi kapgionoriuHoi
acouiauii/améynatopHi nauieHTn knacy IV

ta 36epexenoro @B JII >40-45%, Tomy IK]I He peko- PekomeHpauji Knac® | PiseHb® | Mocunans®
MEHIYETHCS B HUX K IIEPBUHHMI 3aII00LKHIIA 3aXil. CPT pekomeHAy€eTbCA
ONS 3HWXXEHHS 3aranbHoi
6.1.3. ImnianToBani Kapaioseprepu-aediopunsTOpH ﬁ"a":i'zmci’:;' ;%p;ﬁj
y nauienTiB kaacy IV 3a knacudikamiero Hoio- Mopkcbkoi <35% Ta BJIHIT, HeaBaxa-
KapaioJoriynoi acouianii B ovyiKyBaHHi TpaHCIUIAHTaMii IO4M Ha LOHaNMeHLUe 322.3%6
cepus 3 micsaui onTumansHoi chap-
Makonori4yHoi Tepanii, 4isa
. : _ . ouikyBaHa TpUBanicTb XuT-
ImnnaHTqBaH.l KappaiosepTepu necpl.ﬁpm'.m'ropw 91 CTAHOBUTE HE MEHLLE
y nauieHTis knacy IV_sa Kr_lacu_(_pu(aul.elq__ 1 poky Mp1 NO3UTMEHOMY
Hblo-NlopKcbKoi KapaionoriyHoi acoujiavii thyHKLiOHaNbHOMY CTaTyCi:
B OYiKyBaHHi TpaHcnnaHTaLjii cepus -
- 3 TpuBanictio QRS | A 313, 314,
PekomeHpauii Knac? | PiseHb? | MocunaHHA® 6inblue 150 mc 327-329
ImnnanTadito IK[ cnig - 3 TpuBanictio QRS
, | B 313, 314
po3rnspaT K NepBUHHUIA 120-150 mc
Ta BTOPUHHUIA NPEBEHTUB- -
HuK 3axoam wopo PCC lla C 320, 321 CPT cnin a6o MoxHa
NS NALEHTIB, Lo OuiKY- po3rnsipaTé Ans 3HWXKEH-
LTk Ha 'rpchl"lnaH'rauilo HA 3aranbHOi CMepPTHOCTI
cepus cepep nauieHTis 3 ®B JILU
<35% 6e3 BJIHMI, He3Ba-
IK[ — iMnnaHToBaHuit kapaiosepTep-nediépunaTop; Xalo'm Ha LoHaWMeHLe 326
PCC — panToBa cepLieBa cMepTb. 3 mic ONTUMANLHOI chapma- 323-325
a Knac pekomeHgaLjii. Kornori4Hoi Tepanii,
b PiBeHb [OKA3IB. 4yus oUiKyBaHa TpuBanicTb
c[ocunaHHs Ha JKepena, Lo MgKPInsioloT pekoMeHaaLlii. ?IK"TT" CTaHOBUTL HE MeHLLie
[aHi paHaoMi3oBaHOro AocnimXeHHs Woho uiHHocTi 1K pOKy.an "°3MT"BH°MV,_
Ans nauiexTie knacy IV 3a knacudikauieo NYHA sigcyTHi. ¢hyHKuioHanLHOMY cTaTyci:
3ar_aanoan17|HﬂTo, wo IKQ Tepanis He PEKOMEHAYETLCS - 3 TpuBanicTio QRS la B 313, 314
nauieHTam 3 TAKKVMU MposiBaMin CAMMTOMIB, CTIAKIX O thapma- GinbLe 150 Mc )
KoTepanii, ki He € KaHAMaaTaMy Ha BCTAHOB/IEHHS GIBEHTPUKY- -
NIAPHOTO €NIeKTPOKAPAIOCTUMYNATOPa 360 TPaHCMNaHTaLio cep- - 3 TpuBanicTio QRS I B 313, 314
usie 1. OfHaK cuTyaLlist 3 aM6ynaTopHUMM naLieHTamu knacy IV 20-150 mc

B OYiKyBaHHi Ha TpaHcnaaHTawilo cepus MOXe Bifgpi3HATUCS.
YacTo TaKi nauieHTn BUMYLLIEHI OYiKyBaTW LLOHanMeHLLe 1 pik,
iy HAX cnocTepiraeTbCa BUCOKUI PU3MK panToBOi CMepTi.

[aHi 4BOX CMOCTEPeXHMX [OCNIAKEHb, Y paMKax KX 3arasiom
6yno 06CTEXEHO 2 TUC. NaLieHTiB (0OaHe HoBe, a iHLWe — 6inbL
paHHe, 3 HU3bKUM PIBHEM 3aCTOCYyBaHHs 6eTa-6nokaTopis)®?!,
cBig4aTh Npo Kpalle BMXUBaHHA cepepq nauieHTis 3 IK/.
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6.1.4. CepueBa pecMHXPOHI3yI04a Tepanis

6.1.4.1. Cepyesa nHedocmammuicms Npu 3HUICEHIU PPpaK-
yii suxudy nieoeo wayHouka ma nayienmu kaacy Il 3a
knaacugixayiero Hoto-Hopkevkoi kapdionoeiunoi acouia-
yii/ambynamopni nayienmu kaacy 1V

JIJ1s1 malieHTiB i3 CMHYCOBUM PUTMOM peKOMEHIallii
HagaHo BimHOCcHO Mopdoutorii 3 BJIHIIT nopiBHsHO 3 11
BiZCcyTHicTIO, a TakoxX TpuBajocTi QRS (120-150 mc
nopiBHAHO 3 TToHaz, 150 mc)!? (Tabi. A 1bOro po3miny).
Hna nanientiB 3 ®I1 pekomeHaallii HagaHO B TaOJIM-
i B boro posainy.

CPT — cepueBa pecuHxpoHisytoya Tepanis; BJIHMI — 6nokaga
niBoi HixXKK ny4ka Mica; ®B J1LW — chpakuis BMknay nisoro
LLITYHOYKA; MC — MifniCeKyHAaa.

a Knac pekomeHgadii.

b PiBeHb goKasiB.

¢ MocwnaHHa Ha gxepena, WO MigKpinoTb pekomenadlii.

HBa Benuki PKJI [mocnimxeHHst «ITopiBHSIHHS Te-
partii JikapCbKMMM 3aco0aMu, CTUMYJISILIIL PUTMY Cep-
g Ta AediOpuisiii Ipu cepleBili HEOOCTaTHOCTI»
(COMPANION)31 ta gocaimkeHHs «CepleBa peCHH-
XpoHi3zaliig — cepuesa HegoctatHicTh» (CARE-HF)314]
cepen nauieHTiB i3 CH Big momipHoi 10 TSKKOI (Kjac
III-1V) Ta cunycoBuM putmMoM mnokasanu, 1mo CPT
3MEHIIYE YaCTOTy YCKJIQAHEHb Ta CMEPTHICTb y Ll
TIOITYJISIIIIL.

COMPANION 3zanmyumo nanienTiB i3 CH3a®B mpu
tpuBaiocti QRS >120 mc. I1pu nopiBHSIHHI 3 naiieHTa-
MU TiIbKM Ha ONTUMAJIbHIN (bapMaKoJOTiyHil Teparii
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Ta6nuusa B. CepueBa pecMHXpOHi3yto4ya Tepanis
npy NepBUHHMX NPEBEHTUBHUX 3axofax Loao
panToBOi cMepTi cepeA NauieHTIB 3 NOCTINHO

ci6punsuieto nepepcepab knacy ll
3a knacudikauieto Holo-Mopkcbkoi kapgionoriuHoi
acouiauii/améynaTtopHi nauieHTu knacy IV
PekomeHpaauii

Knac2 | PiBeHb? | MocunaHHsAC

CPT cnip B3aTK g0 yBaru
DN 3HWXKEHHS 3aranbHoi
CMepTHOCTI cepef
nauieHTiB 3 XpOHi4HOI0
CH, QRS >120 mc Ta ®B
JIW <35%, 3anuwarTbcs
y cbyHKUiOHanbHOMY
knaci lll 3a knacudika-
uieto NYHA/am6ynaTtopHo-
my knaci IV, He3Baxcaroumn
Ha LWoHameHLe 3 mic
onTumanbHoi hapmako-
noriyHoi Tepanii, 4na
odikyBaHa TpUBaniCTb XWUT-
T CTAaHOBUTb HE MEHLUe

1 poky npu NO3MTUBHOMY
pyHKLiOHanbLHOMY CTa-
Tyci, npu ymosi 100%
OTPUMaHH$ GiBEHTPUKY-
NAPHOI cTUMYnALIT IKOMO-
ra weupLe

lla B 330, 331

AB-By3noBy a6nsuito cnig
pos3rnspaTtu y BUnapKy
HEMoBHOI 6iBEHTPUKYNSp-
HOI cCTUMYnSALLi

lla B 332, 333

AB — atpioBeHTpuKynsipHuii; CPT — cepueBa pecMHXpoHi3ytoya
Tepanis; CH — cepuesa HegocTaTtHicTb; ®B J1LL — cpakuis
BMKMAY NiBoro wnyHo4ka; NYHA — Hbl0—|7|OpKCbKa KapgionoriyHa
acouiauis.

a Knac pekomeHpadii.

b PiBeHb oKasiB.

¢ MocunaHHsA Ha pxepena, LWo NigKpinoTb pekoMeHgaLlii.

crmocrepirajgacsl TEHIEHLiS 10 3HMKEHHS 3arajbHoi
cmeprHocri ipu CPT nieiicmeiikepi (CPT-EKC) [CP 0,76
(95% 110,58-1,01), p=0,059], Ta ipmr CPT-1K]/I BinoOysa-
JIOCST 3HIKEHHS 3arajibHOi cMepTHOCTI Ha 36% [CP 0,64
(95% 11 0,48-0,86), p=0,003]. CPT-IK, ane ne CPT-
EKC, 3umxye piBenb PCC y LibOMy JOCITiIKEHH.

Takox nipu TpuBajocti QRS >120 mc y mociimkeHHi
CARE-HF nHeo0xinHO Oy710 HOTpUMMYBAaTHUCS HOIATKO-
BUX KpUTepiiB mecuHxpoHii cepem mamieHTiB 3 QRS
intepBasiom 120-149 mc. CPT-EKC 3HU3MB 3arajibHy
cMeptHicTh Ha 36% [CP 0,64 (95% M1 0,48-0,85),
p<0,002]%*. V posmperomy 3siti nocimimkenuss CARE-HF
(cepenHiii Tiepio MOJAIBIIONO CIOCTEPEXEHHST 37 Mic)
CPT-EKC Takox 3HU3MB IOKA3HMK PANTOBOI CMEPTi
Ha 46% [CP 0,54 (95% 111 0,35-0,84), p=0,005], 3i 3HIKCH-
HsIM 3arajTbHOI cMepTHOCTI Ha Toii MoMeHT Ha 40% [CP 0,60
(95% 11 0,47-0,77), p<0,001] 3%,

Pazom nocnimkenus COMPANION ta CARE-HF
HaJaI0Th IMOTYXKHI CBiTYEHHSI Ha KOPUCTh 3aCTOCYBaHHS

PEKOMEHAALN

CPT (CPT-EKC a6o CPT-IK]/) y mawuieHTiB i3
CH3H®B 3 mposgBaMu CUMIITOMIB BiI ITOMipHUX
IO TSDKKMX 3 TTOJ0BXeHOI0 TpuBajictio QRS, ocobmm-
Bo 3 mopdodoriero BJIHIII. Kinbka iHmmx mocmi-
IIXKEHb, PEECTPOBUX Ta MeTaaHaJli3iB, 3BEpHYJIHUCS IO
npo6aemu Bianosiai Ha CPT, rpyHTyounch Ha QRS
Mopdostorii, i OUIBIIICT, 3 HUX IMATBEPAUIN TYMKY
npo te, mo QRS Mopdonoris npu BJIHIIT BusHauae
MiArpyIy MauieHTiB 3 OiJblIOK TepeBarot (CTUCIUi
OIJISII OCHOBHUX [JOCJiIXEeHb, PEECTPOBUX Ta MeTa-
aHaJli3iB HaBEeIEeHO TYT).

Hani peectposoro pociimkenns TKJI32, orpumani
Bix Medicare, ske oxormumnoBaio 14 946 mamieHTiB, I0-
kazanu, mo CPT-IK]JI He OyB epekTUBHUM IJ1s1 Malli-
enTiB 3 BITHIII, 9k BUIHO 3 MiIBUIIEHHS CMEPTHOCTI
3a 3 poku BITHIIT nopiBusino 3 BJIHIIT [CP 1,37
(95% A1 1,26-1,49), p<0,001]. JocmimkeHHs «3amiHa
PeMOICIIOBAaHHS PECUHXPOHI3AlI€I0 MPU CUCTOJIIUHIN
qucdyHkuii siBoro nuryHouka» (REVERSE)3 mig-
TBEPAUJIO 3HUXKEHHS B KOMOIHOBAaHOMY KJiHiYHOMY
pesyiabrati Tinbku y nauientis 3 BJIHIIT (BP 0,53;
p<0,0032) Ta rmoxkasayio BiCyTHIiCTb IepeBar JJIs narli-
entiB He 3 BJIHIIT (BP 0,74; p=0,21). AHajoriuyHo
aHaniz QRS mopdonorii B gocmigxkenni MADIT-
CRT322 nokasaB 3HMXEHHS MIEPBMHHOTO OYiKyBaHOTO
pesynsrary y nauieHTiB 3 BJIHIII QRS mopdororieto
(CP 0,47; p<0,001), ame He cepen Mali€eHTIB He 3
BJIHIIT QRS mopdonoriero (HR 1,24, p=0,257). Ta-
KoxX uikaBo, mo pusuku LT, ®II Ta cmepri Oyau
3HAYHO 3HIDKEHMMM TiUIbKM y TmanieHTtiB 3 BJIHIIT
HemonaBHo omnyOJiKoBaHMIA HOBrOTpUBAIMIA aHai3
3aJy4eHMX MauieHTiB y gocmimkeHHss MADIT-CRT!
MiATBEPIXKYE, 1O Yyepe3 7 poKiB MOAAIBIIOTO CITOCTE-
pexenHs kopuctb CPT-IKJI cTOCOBHO BMXKMBaHHS
criocTepiranacsg Tiabku y mauieHTiB 3 BJIHIIT QRS
mopdodoriero [CP 0,59 (95% 11 0,43-0,80), p<0,001],
tomi gk mauieHtn He 3 BJIHIIT QRS mopdororieto
MPOJAEMOHCTPYBaIN BiICYTHICTh e(heKTy Ta MMOBiIpHY
mkomy, mos’s3any i3 CPT-1K/ [CP 1,57 (95% A1 1,03-
2,39) p=0,04]. Konu naHi gocraimkeHHs1 «PecuHXpoHi-
3allisl — aediopuiIsLisl Ipy aMmOyJIaTOPHOMY JIiKyBaHHi
cepueBoi HepoctaTHOCTi» (RAFT) Oynu mpoananizo-
BaHi, Ha ocHOBiI QRS mopdomorii CPT npomemoHCTpoO-
BaHa Oinbia Kopucthb cepen nauieHtis 3 BJIHIIT no-
piBHssHO He 3 BJIHIIT mopdoioriero’?3. 1likaBo, 1110
y nauieHTiB He 3 BJIHIIT QRS mopdo:orieto mpu QRS
>160 Mc ciocTepiranaocst IMoMipHe 3HMKEHHsI [IEPBUH-
Horo pesyabrary jgikyBanus [CP 0,52 (95% A1 0,29-
0,96), p=0,033]. He3Baxkatouu Ha TOl (paxT, 110 B it
rpymi OyJio auiie 53 nauieHTH, iimoBipHa Kopucth CPT
npu He BJIHIIIT QRS wmopdosorii 3a HasiBHOCTI
noMitHoro momoBxeHHsS QRS (QRS =160 mc) Bapra
BUBUYeHHs. lle cmocTepeXeHHS MiATPUMYETHCS
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pe3yJabTaTaMu MeTaaHalisy, IpoBeneHoro Kirimanmom
(Cleland) Ta cmiBaBT.>** i3 3ayJ)yd4eHHAM HaHUX JOCIi-
mxeHb CARE-HF, GararonieHTpoBOro CHMHXpOHi30Ba-
HOTO pPaHJO0Mi30BaHOTO KJiHIYHOIO JOCHiIXEHHS
(MIRACLE), REVERSE, 06aratoleHTpOBOro CHUH-
XPOHiI30BaHOI'O PaHIOMI30BAHOTO KJIIHIYHOIO HOCIIi-
mxeHHs IK/ (MIRACLE ICD) ta RAFT. He3paxatoun
Ha BusiBiieHy kopuctb CPT y nmauientis 3 BJIHTIT nipu
onHOo(aKTOPHOMY aHaJi3i, pe3yJsratu OaraTodakTop-
HOI MoJeJii repeadavyaroTh, 10 TiIbKKU TpuBadicTh QRS
nporHo3ysajia oocsr BrutBy CPT Ha pe3yabrart Teparii.
Hepi (Nery) Ta cmiBaBT.’?* npencraBuiad MeTaaHali3
kiiHiuyHux gociimkenb CPT, 3ocepemkennx Ha 485 ma-
uieHtax 3 BITHIIT QRS mopdororiero, i nokazanu Bia-
CYTHIiCTh KOPUCTi peCMHXpOHi3aliitHoi Teparii [CP 2,04
(95% A1 1,32-3,15), p=0,001] (Ha >kamp, maHi MO0
tpuBajiocti QRS He HamaHi).

Cinaxi (Sipahi) Ta cmiBaBT.*® TIpOBENM MeTaaHai3,
B SIKOMY OyJI0 BMBYEHO 33 KJIHIYHI HOCIIIKEHHS II0OH0
BBy QRS Mopdonorii Ha CPT, ane Tinbku 4otupu
3 HuXx (COMPANION, CARE-HE MADIT-CRT Tta
RAFT) Bkimouanu pesyisraty BinnosizHo 10 QRS mop-
¢osnorii. Komu Bonu gociimkysanu BriiB CPT Ha Kom0i-
HOBaHi TOOIYHI KiiHiuHi sgBuma y 3349 mnauieHTiB
3 BJIHIII' Ha BuximHOMY piBHi, TO BUSIBWINA 3HIDKEHHS
pv3uky Ha 36% nipu 3actocyBanHi CPT [RR 0,64 (95% A1
0,52-0,77), p<0,00001]. Btim, Takoi KOpHCTi HE CIIO-
crepiranocst cepen nauieHTiB He 3 BJIHIIT matonorisimu
[RR 0,97 (95% 11 0,82-1,15), p=0,75]*%. 1likaBo, 1110 I1pu
obmexxkeHHi aHasizy pociimkeHHs MU 0e3 IK/T (CARE-HF
ta COMPANION) xopucts CPT Tak camo criocrepiraja-
¢ Tiibku y natieHTiB 3 BJIHIIT (p<0,000001).

B octanHboMy Benukomy MeTaaHamizi mectu PKII
(COMPANION, CARE-HE MADIT-CRT, MIRACLE,
RAFT ta REVERSE)?, gxuit Bkoyas 6914 yyacHu-
kiB (1683 ne 3 BJIHIII' QRS wmopdosoriern), CPT
He OyJjla IIOB’si3aHa 31 3HMDKEHHSIM PIiBHSI CMEPTHOCTI
Ta/abo YacToTU rocmiTanizatiii 3 mpuoay CH cepen na-
mientiB He 3 BJIHIIIT QRS mopdororietro [CP 1,09
(95% 1O10,85-1,39)]3%.

Taxum ynHoM, mmpokuii QRS npu ve BJIHIIT mop-
(boorii Bee 111e 3aIUIIaEThCS HEMEBHOIO ¢(hepolo 11010
3acrocyBaHHs1 CPT. Ha ocHOBI Liux maHuX, He3BaXalo-
Yyh Ha TOM (DakT, 110 OUIBIIICTh MallieHTiB B €Bporri
orpumytots CPT-IK?'4, Hamn pekoMmeHgauii cTocy-
toTbcst CPT 3aranom.

IcHyI0Th HEBIAMOBIZHOCTI B MOIEPEeaHIX JOKYMEHTaX
[kepiBHULITBa POHIY AMEPUKAHCHKOTO KOJIEIXY Kap-
nionorii/AHA Ta MOromKyBaJbHOIO JOKYMEHTa IOAO
CTUMYJISILIIT ceplieBOro puTMy €BporneichbKoi acoliialtii
cepueBoro putMy (EHRA)/ESC] crocoBHO Kitacy peko-
menaauiii mono CPT y mauientiB 3 QRS mix 120 Ta
150 mc. 3rigHo 3 manumu MetaaHanizy Cimaxi (Sipahi)

ta criBaBr.’?® CPT 3HauHO 3HM3MJIA 3arajlbHy CMEpT-
HicTh 200 YacTOTy TocmiTaji3alliil cepe/ Maie€HTiB 3 TPU-
Bajictio QRS =150 mc [RR 0,60 (95% I 0,53-0,67),
p<0,001], anme He cepen maiieHTiB 3 TpuBajiicTio QRS
120-150 mc [RR 0,95 (95% AT 0,82-1,10), p=0,49].
BtiMm, meromoinoriuHi mpo0OieMu 4Yepe3 CKIaaHICTh
aHasi3y B JgociimkeHHi, npoeneHomy Cimaxi (Sipahi)
Ta CIBaBT., BU3HAYEHI?*, 1 TOMY BUCHOBOK IpO e(eK-
tuBHicTh CPT TiibkM y mauieHTiB 3 TpuBajiicTio QRS
>150 Mc Ha CbOTOMHI CJIiJi BBaXKaTW BUKJIIOUHO TOCIid-
muibkuM3, CPT He pekoMeHayeThest nmauieHraM i3 CH
rpu TpuBasiocTi Komriekey QRS <120 mc33,

CPT cnig 6patu 1o yBaru cTOCOBHO TawieHTiB 3 DI 3i
3HavHO 3HMKeHoto MB JIIII, aje Taka Tepartist He TTOKa-
3ajla 3HMDKEHHS CMEPTHOCTI ab0 4acTOTH parToBOI
cMepri cepen Takux marieHTis® 340, YV nocaimkeHHi
RAFT y 229 (a60o 13% 3arambHoi nomyJsiii 3 1798 ocio)
nauieHTiB cnoctepiranaca ®I1 abo TpimoOTiHHA Ha
BuximHoMy piBHi*?’. OcCKibKM (POpMaJbHO 3HAYHOI
B3a€EMO/Ii1 MixXK BUXiTHUM PUTMOM Ta e(heKTOM JIiKyBaH-
Hs1 He Oyno (IKJI mopiBHsiHo 3 CPT-1K/, p=0,14), Kinb-
KiCTh TAIEHTIB B LIbOMY MOCIIIKEHHI Oyjia Majolo,
i BIuiMB Ha mauieHTiB 3 @I abo TpinmoTiHHAM Tepea-
cepIb BUSBMBCS MEHIINM, HiX Y TaKHMX i3 CHHYCOBUM
putmoMm. Ycrix CPT y mamientiB 3 PI1 3mebimbIinoro
BU3HAYABCS 34 CTYIIEHEM OiBEHTPUKYJISIPHOI CTUMYJISIIIT
CEpIIEBOrO PUTMY, a y OaraTboxX Malli€EHTIB 1IbOTO MOXKHA
JOCSTTH JIAIIE 32 JOITOMOroio AB-By3noBoi absiil?.

OckinbKM pillleHHsT 1IoAo IipoBeneHHs AB-By3ioBoi
a0l y TAKMX MALE€HTIB 1€ 1 OCi € IPeaMETOM ITeBHUX
CyIepevyoK, OCTaHHI IaHi Ilepe10avaroTh, 110 TPMBAJIE BU-
suBaHHs et CPT cepen matienTis 3 DI, ki ipoiitn-
7 AB-By3710By a0Js1ii0, TTOAIOHE 10 TaKoro, 10 CHO-
CTEPIra€ThCA Cepell MALIEHTIB i3 CUHYCOBUM PUTMOM3,
ITincymoBytoun Buie3azHaueHe, CPT moxkHa po3risiga-
1 y nauienTiB i3 CH, nocriitnoro @I ta ®B JIL <35%,
SKI110: 1) HEOOXiTHA CTUMYJISILLS IILTYHOUKIB Ta 2) Maiixke
100% cTUMYISILI{IN TUTYHOUKIB TOCSITAETHCS 3 TOITOMOTOK0
CMP npu AB-By3710Biit a0s1ii a00 papmMakoIorigyHOMy
peryJoBaHHi (piBeHb peKoMeHaalliit kinacy 2A-B).

6.1.4.2. Cepyesa nedocmammuicmov NpU 3HUMNCCHIT PpaK-
yii eukudy nieoeo wiaynouka ma nauienmu kaacy 111,
ane 3i crabko supaxcenumu cumnmomamu (kaac 11 3a kaa-
cugpikayiero Hoio- Hopicoioi kapdionoeiunoi acoyiayii)

YV IBOX KOHTPOJIbOBAHUX HOCIIKEHHIX paHIOMi3y-
Bain 3618 mamienTiB 3i cmabkoro CH y rpynm onru-
MaibHOI (papmakoJoriunoi tepamii Ta IKJI abo onrtu-
MajibHOI (hapMakooriunoi Tepamii Ta CPT-1K 1327329,

Hocaimxkenus MADIT-CRT3% zanyumno 1820 nami-
€HTIB 3i CJIaOKO BUPAXKEHOI CUMNTOMATUKOW (Kjac I
a6o 11 3a knacugikariero NYHA) ta @B JIL <30% nipu
tpuBajiocti QRS xommekcy 2130 mc. IlepBuHHMIA 3BIT
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Ta6nuusa C. 3acTtocyBaHHsa gechiopunstopa?

B cepLeBili peCMHXPOHI3aLilHin Tepanii Npyu NepBuH-
HOMY nonepeXeHHi panToBoi CMepTi y NauieHTiB
i3 CMHyCOBUM PUTMOM NpU NOMIPHIWA cepLeBil
HepocTaTtHocTi (knac Il 3a knacudikaduieto
Huto-Wopkebkoi kapaionoriuHoi acoujauii)

PekomeHpauii Knac2 | PiBeHb? | MocunaHHsA®

CPT-IK] pekomeHayeTbCA
ONs 3HWXXEHHSA 3aranbHoi
cMepTHOCTI cepef
naujieHTis 3 TpuBanicTio
QRS komnnekcy =130 mc
npun ®B JILI <30% Ta
BJIHII, He3BaXxkaroumn

Ha LWoHanMeHLwe 3 micsui | A
onTumanbHoi hapmako-
noriyHoi Tepanii, 4na
o4iKyBaHa TpuBanicTb
XUTTSA CTaHOBUTb

He MeHLue 1 poKy npu
NO3UTUBHOMY
pyHKLiOHanbLHOMYy cTaTycCi

J148s,
322,
323,
325,
327,
329

CPT-IK[, moxe 6yTu B3Ta
[0 yBaru ans nonepep-
XKEeHHS rocniTanisauii

3 npusoay CH nauieHTiB

3 TpuBanictio QRS kKomn-
nekcy =150 mc,
6e3BigHocHO QRS Mopdo-
norii, Ta ®B JILU <35%,
He3Ba)X<alo4u Ha L oHal-
meHwe 3 micsili onTu-
MarnbHoi hapmaKonoridyHoi
Tepanii, Y4s oviKyBaHa
TPUBaniCTb XUTTA
CTaHOBUTb HE MeHLle

1 poKy npu NO3UTUBHOMY
pyHKLIiOHanbHOMY cTaTyci

148,
327-
329,
334

lIb A

CPT-IK[ — 6iBEHTPUKYNAPHWI €NEKTPOKAPAIOCTUMYNIATOP

3 dhyHKLjeto kapaiosepcii-aedibpunauii; CH — cepuesa
HepocTatHicTb; BJIHIMI — 6nokapa niBoi Hixku ny4ka Nica; ®B
JIL — cppakuis BUKMOY MiBOrO LLUNYHOYKA; MC — MinicekyHaa.

a Lli pekomeHpadii ctocytoTbea 6e3nocepenHso CPT-IKL, ockinb-
K1 B JOCTIAXEHHAX BMIMBY PECUHXPOHI3aUii Ha navjieHTiB Kna-
cy Il 3a knacudikauieto NYHA 3actocosyBanucs Tinbku CPT-IK.
b Knac pekomeHgadlii.

¢ PiBeHb JOKa3iB.

d MocwnaHHs Ha gXepena, Lo NigKpinolTb peKkoMeHaaLi.

MmokasaB 3HWXKeHHsT Ha 34% OCHOBHOTO KiHIIEBOTO IO-
Ka3HMKa 3arajbHoOi cMepTHocTi abo gsuiy CH [25,3%
nopiBHSIHO 3 17,2% nnst 1K/ nmopiBastHO i3 CPT-1K/I;
CP 0,66 (95% 11 0,52-0,84), p=0,001]. BigmoBimgHo 1o
JIOBrOCTPOKOBOTO 3BiTy TIPO HACTYITHE CIIOCTEPEKEHHS
nocaimkeHHss MADIT-CRT (cepenHiii iepion sikoro —
7 pokis)'48 CPT-IK]I 3HauyHoO 3HM3MB cMepTHicTh [CP
0,59 (95% 111 0,43-0,80), p<0,001] mopiBHSAHO 3 IPOCTO
IK/I, mo, BTiM, 0OMexxyBanocs mauientamu 3 BJIHIIT
Ha BUXiTHOMY DPiBHi, TOMAi SIK CIPUSITIIMBOTO BILIUBY
y takux 6e3 BJIHIII" He cnioctepiranocs (p<0,001 ns
B3aemofii) (Tabda. C Hboro po3ainy).

PEKOMEHAALN

Hocaimkenus RAFT3? zampyumio 1798 maiieHTis
i3 CH Bin ciradbkoi go romipHoi (kiac 11 ado 111 3a xna-
cudikamiero NYHA), ®B JIII <30% Tta TpuBaiicTio
QRS kommiekcy =120 mc (abo cTUMyabOoBaHa TpHU-
Bajictb QRS kommiekcy >200 mc). IlopiBHsSHO 3
maiieHTaMu, sKi 3actocoByBanu Timbku IK]I, rpyma
CPT-IK]I mokazana 3HmkeHHS RR Ha 25% mipu 3a-
ranbHiii cmeptHocti [CP 0,75 (95% Al 0,62-0,91),
p=0,003], 1110 migTBEpIKYE CUCTEMAaTUYHE 3aCTOCYBaH-
g CPT y nauienTis i3 CH3u®B npu cinabkomy mposisi
CUMIITOMIB.

6.2. I1lnyHoukoBa eKCTPACUCTOJis Y NALIEHTIB 3i CTPYK-
TYPHUM 3aXBOPIOBAHHSM cepis/auc(yHKiiew JiBoro
HUTYHOYKA

JlikyBaHHS naujieHTiB 3 aucdyHKLieo nisoro
LLJIYHOYKA Ta LWIYHOYKOBOK €KCTpacucTonieto

PekomeHpaauii Knac? | PiBeHb® | MocunaHHsi®

Y nauieHTiB 3 YacTolo
cumnTomatukoto LE
a6o HLWUT:

Cnip B3aTH Oo yBaru

- lla B
3acToCyBaHHsl aMiofjapoHy

64

Cnip B3aTH Ao yBaru

- lla B
KaTeTepHy a6nsuito

341-343

Cnip B39TH [0 yBarn Kare-
TepHy abnsuito

y nauieHTis 3 guc-
cyHkuieto JILL, nos’a3a-
Hoto i3 WE

lla B 341-343

JIW — niBun winyHo4ok; HLIT — HecTivika wnyHo4koBa Taxikapgis;
LLE — winyHo4koBa ekcTpacucTonis.

a Knac pekomeHpadii.

b PiBeHb ooKasiB.

¢ MocunaHHsA Ha mxepena, LWo NigKpIinonTb pekoMeHgallii.

IIE ta nuxkian HIIOT gacto 3ycTpivaroThes y Ialri-
eHTiB 3 qucdynkuieto JILI i MmoxyTh OyTH HaciiaKom
a0o nmpuunHolo nucdynkuii JILI. ITE Ta nukau HIIT
y cyb’ekTa 31 CTPYKTYpHUM 3aXBOPIOBAHHSM CeplIst
CHPUSIIOTH ITiABUILEHHIO PU3MKY CMEPTHOCTI, a OiJIb-
mre 10 IIIE Ha ronuny a6o uukiis HIOT e npumyctu-
MHUM MapKepoM IIiABUIIEHOTO pHU3UKY*. Sximo
y Talli€HTIB MPOsIBIIsIOThCs cumnTomu uepes LI E a6o
HIIT, a6o y Bunaaky crpusgHus [IE a6o HUIT 3un-
xkeHHo ®B JIII («kapaiomiomnarisi, cripoBOKOBaHa
Taxikapzi€ewo»), CHig B3ATU OO yBaru 3acTOCYBaHHS
aMioJapoHy.

Bucoxe HaBantaxenHs LLE (monan 24%) y naiieH-
TiB 3 nucdyHkiieto JIII Ta mopiBHSIHO KOPOTKUM iH-
tepBas 3ueruieHHs1 LIIE (menme 300 Mc) nepenbavae
KapaioMionariro, cripoBokosany IITE342, KaterepHa a0-
JISLig y TaKuX NalieHTiB Moxe npurHiyyBatu LIIE ta
BigHOBIIOBaTH (DyHKIir0 JILIT34!,

=]
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6.3. Criiika nuIyHouKoBa Taxikap/is
6.3.1. Tepanis nikapcbKuMH 3aco0amMu

JlikyBaHHS nauieHTiB 3 guccyHKLielo niBoro
LLIYHOYKA Ta CTINKOIO PeLuanBYHOYOIO
MOHOMOPPHOIO LLTYHOYKOBOIO Taxikappaicto

PekomeHpauii Knac? | PiBeHb® | MocunaHHs®

OonTumisauia MmeguKameH-
To3Hoi Tepanii CH
BiQMoBigHO [0 NOTOYHUX
KepiBHMLTB LWoao CH pe- 1 Cc 8
KOMeHAYETbCA nauieHTam
3 aucdpyHkuieto JILL

Ta cTinkoro WT

Cnip B39TU fo yBaru Te-
panito amiogapoHoM
ana nonepemxeHHs WT lla C 64
y nauienTis 3 IK[] a6o
6e3 Hboro

CH — cepueBa HepocTaTHicTb; JILL — niBuid wnyHoyok; IKO —
iMnnaHToBaHW kapgioseptep-aediopunaTop; LUT — wnyHo4kosa
Taxikapgis.

a Knac pekomeHgadii.

b PiBeHb goKasiB.

¢ MocwnaHHa Ha mxepena, Wo MigKpinoTb pekoMeradlii.

IMamientiB 3 mucdynkuiero JIIII 3a HasgBHOCTI abo
0e3 CH, sixa nposiBiisieThest ctitikoto LT, cin nikyBaTu
BiITIOBITHO O MOTOYHMX OIMYOJiKOBAaHUX KEpiBHULITB
mono CH, nonioHo no nauieHTiB 3 nucdyHkuieto JILI
6e3 III'T8. Kpim Toro, Tepartig criiikoi T nikapcbKuMu
3aco0aMM Ma€ OyTHU CIIpsIMOBaHA HA MAKCUMAaJIbHY CUM-
natuyHy onokany. B nocnimkenni MADIT-II nauientu
3 1K/, siKi oTpuMyBaJIi Teparniio HaWBUILIMMU J103aMU
OeTa-010KaTOpPiB, Majld 3HAYHE 3HUKEHHST YaCTOTU Ha-
naniB peuuauy 1T ado DI, BUKIIMKAaHUX iHTEPBEH-
nmiero IK], mopiBHSIHO 3 MallieHTaMU, IKi He MpUiiMaiun
6era-6mokaropu [CP 0,48 (95% M1 0,26-0,89), p=0,02]3.
Hocnimkenns: «OnTuManbHa (hapMaKoJIOriuHa Tepairtis
JUISL TIALliEHTIB 3 KapaioBepTepoM-aediopuiasiTopoM»
(OPTIC) nopiBHIOBaJIO 3aCTOCYBaHHS OeTa-010KaTOPIB,
coTaJiojly Ta OeTa-010KaTopiB Y KOMOiHallil 3 aMiogapo-
HOM JUts TtonepekeHHs iMimynbeiB TK %, AmionapoH
y KOoMOiHallil 3 6eTa-010KaTopaMu 3HAYHO 3HIXKYE PU-
31K iMITyJIbCY OPIiBHSIHO 3 MOHOTepari€lo 0eTa-010Ka-
topamu [CP 0,27 (95% 11 0,14-0,52), p<0,001] Ta co-
tagonmom [CP 0,43 (95% A1 0,22-0,85), p=0,02].
BtiM, npunuHeHHs1 mpuifomMy npenapaTy JacTillle Tpar-
JISITIOCS y MALEHTIB, SIKi MpUiAMaIn coTajioi abo amiona-
poOH y KoMOiHallii 3 0era-0jjokaTopoM. PiBeHb MpUIIM-
HEHHSI IIPUIOMY JTOCIIKyBaHOTO IIpernapary B 1 pik cTa-
HoBUB 18,2% nnsa amiomapony, 23,5% mig coTanony Ta
5,3% nnst MoHOTepartii 6eTa-010KaTOPOM.

VY nocaigxenHi SCD-HeFT nmauieHTu 3 aucgyHk-
nieto JIII Ta CH xuacy II a6o III 3a xnacugikaliiero
NYHA orpumyBanu 3suvaiitny CH-tepariito, 3Bu4aiiHy

Tepamilo B KOMOiHalii 3 amiomapoHOM a00 3BUYANHY
Teparmio Ta 3acTOCOBYBaNIM ogHOKamepHuit TKJI%4.
[TopiBHsiHO 3i 3BMuaiiHoro CH-Teparmielo nomaBaHHS
aMioJlapoHy He MiJABUIIUIO PiBEHb CMEPTHOCTI.

6.3.2. KarerepHa a0suis

Monepep)xeHHsa peunanBIB LLTYHOUYKOBOI Taxikapaii
y nauieHTiB 3 AUCyHKLiEI0 NiBOro LWiIyHO4YKa
Ta CTINKOIO LLNTYHOUYKOBOO TaXikapgicto

PekomeHpaauii Knac? | PiBeHb? | MocunaHHs®

HesipknapgHa kaTeTepHa
abnsuia B cnewianisoBa-
HUX a6o AocBig4YeHuX
LieHTpax peKoMeHAY€ETbCS
nauieHTam 3 nposiBamMu
nocTinHoi LUT a6o enekr-
PUYHOrO LUTOPMY B pe-
3ynbrtati imnynscy 1K

| B 183

NauieHTam 3 peumaMsom
IKQl imnynbciB, BUKNUKa-
Hux cTinikoto WT, peko- 64, 156, 184-
MeHAYy€eTbCSA NpuiMaT 186
amiogapoH abo NpowTK
KaTeTepHy abnsuito

IKQ imnnaHTauia peko-

MeHAy€eTbCA nawieHTam, Po6oua rpy-
AKi NPOXoAATL KaTeTepHy i c na ekcnepTis
abnsuito, AKomy 6 uboro

i3 KpuTepiiB Big6opy BOHU AocnifKeHHs

He Bignosiganu

Y nauieHTiB 3 IK[ nicns
nepLUoro Hanagy CTiiKoi
WT cnip B39TK B0 yBaru lla B
NPU3Ha4YeHHa amiofapoHy
a60 KaTeTepHy abnsuito

64, 184-186

IK[ — imnnaHToBaHnin KapgiosepTep-gediépunaTop;

LUT — wnyHo4koBa Taxikapgisi.

a Knac pekomeHpadlii.

b PiBeHb [0Ka3iB.

¢ MocunaHHa Ha pxepena, Wo NigKpIinoTb pekoMeHaadlii.

3ajiexkHo Bill OCHOBHOTO cyOCTpaTy KareTepHa adJisi-
wig nipu ctifikii T Moxke mpu3BeCTH J0 Pi3KOTO MpHU-
MUHEHHS Ta 3HMXeHHS YacTtotu peuunusiB T y ma-
LIEHTIB 3i CTPYKTYPHUM 3aXBOPIOBAHHSM CEPIIS.

6.3.2.1. Ilayienmu 3 ducyrKuyicro 1i6020 uL1yHOUKA

V maunienTiB 3 gucpynkuieio JIII Ta criiikoro 1T
MOBTOPHUI BXiJl, OTIOCEPEeIKOBAHUN pyOlLIeM, € YaCTUM
naTodi3ioNoTiYHUM MeXaHi3MOM, i aOJIsI1Iis cIpsIMOBa-
Ha Ha KPUTUYHUI IiCTMYC i3 KOHTYPOM IOBTOPHOIO
Bxony. LT 3peGinbmoro moHomopdHa. fAxmo EKI
y 12 BigBenenHsax kiiHivyHoi LT HegocTynmHa mamieH-
TaM 3 [K]I, moBxXrHa LMKy 30epekeHOl eJIeKTporpaMu
1K mig yac OIT mMoxe MOJEermuTy BU3HAYSHHS KJTi-
HiyHoi IIT npu enekTpodizionoriuHoMy 0OCTEKEHHi.
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3a3Bryaii 3aCTOCOBYIOTHCS 3pOIITyBaHi aOJIALiTHI KaTe-
TepH, SIKi CIIPUSIIOTH TAMOIIOMY (hOPMYBAHHIO ypaskeH-
HS$I Ta 3HWXKYIOTh PU3UK (DOpMYBaHHSI OTIiKY TTif] yac Ie-
penaui eHeprii. Hapasi Halikpaiia abJsITUBHA CTpaTerist
HeBigoMa. PKJI mopiBHSIHHS KaTeTepHOI aOsuil Imif
yac T npu migxonmi Ha OCHOBI cyOCTpaTy HelocTat-
Hb0. KpiM TOTO, HEMAE 3roau II0A0 iAeaTbHOIO PE3YIIb-
Taty npouenypu. I1pu BuxkinoueHHi Beix kimiHiyHux LT
HeinayumnoeabHicTh LT micis abasuii Mmoxe 0yTH Kpa-
LIMM KiHIIEBUM Pe3yJIETaTOM MPOLICAYPH.

VY nauieHTiB MOXYTh TPAIUISITUCS €JEKTPUYHI IITOP-
mu. KarterepHa aOnsliisg MoXe pi3KO MPUITMHUTU Taki
SIBUIIA 3 TIOTEHIIIHOIO 3aTPO30I0 [UTS XXHUTTS Ta 3HUXKY-
BaTU PiBeHb PEKYPEHTHUX HaIaiB €JIeKTPUIHOTIO LITOP-
MY TTIOPiBHSIHO i3 3aCTOCYBaHHSIM TiIbKM MEAUKAMEHTO3-
Hoi tepamii'®3. IManienTu i3 T, nmoB’a3aHoIo 3 pyoLieM
micis iHpapKTy MioKapaa, CXWIbHi 10 Kpalloro pe3ysib-
TaTy Mmicasl KareTepHoi a0Jssiii, HixX mamieHtu i3 1T,
CIPUYMHEHOIO HeillleMiyHOI0 KapaioMiomaTieto. I1’sTh
MPOCIIEKTUBHUX JOCiIKEHb BUBYAIU POJIb KaTeTEPHOI
a0l B JikyBaHHI criikoi LIIT!84-188 Agropu Gararto-
LIEHTPOBOIO AOCJIIKEHHsI KaTeTepiB « [epMOKyJ1» MOBi-
JOMWJIM TIPO 3HAYHUM YCITiX, BU3HAYCHUN SIK YCYHEHHS
Beix inmynuoenpHux LT Ha 49% Ta cepeaIHbOCTPOKOBE
3BitbHeHHs Big LT Ha 53% Brpomos:x mmoHaz 6 Mic Ha-
CTYIHOI'O CIIOCTepexXeHHsI'®%, ¥V mociimkeHHi Gararolie-
HTPOBOI TPYNHU AOCIIIHUKIB oxonomkeHnx PY 3HauyHMit
yCMiX, BUBHAYEHUI K BUKJIIOUYEHHS BCIX iHIYIIMOETb-
nux T, 6yB nocaruytuii y 41% nauieHTis'$*. 3BinbHeH-
H Big peuunusy IITA Gyio 3apeectpoBano y 46% mati-
€HTIB ITiJl Yac HACTYITHOTO CIIOCTEPEKeHHS BITPOIOBXK
8+5 Mic. ¥ npocrnektuBHOMY nociimkeHHi €Bpo-1IT
aburaLis Oyna ycrminHow y 81% nmanieHTiB, a 3BUTbBHEHHS
Bin permausy LT mocarmm 51% mnamienTis!se, Tocii-
IKeHHs «KapTyBaHHSI cyOCcTpaTy Ta abJasILis TpU CUHYC-
HOMY PUTMI JUISI NpUIIMHEHH: Taxikapaii» (SMASH-VT)
BMBYAJIO POJIb KaTeTEPHOI a0JIsILIii Y JIiIKyBaHHI Malli€HTIB
3 momnepeaHiM iHgapKkToM Miokapaa Ta 3HuXeHoio DB
JILI'?, MamienT mpoxomwin iMrmianTariro 1K/ 3 mpu-
Boay DIII, remoguHamiuHo HectadinbHOI LT abo cuH-
kone mpu iHayuuoenbHiln T 1ig yac iHBa3MBHOTO
eJIeKTpodi3ioNoriyHoro TectyBaHHs. KoHTpoJibHa rpyria
npoxoauia Titbky iMrutanTaiio IKJI. Hixro 3 maiieHTiB
He mpuiiMaB TPOTUApUTMIiuHI mpenapatu. KarerepHa
a0JIIiss mpoBOAMIACS i3 3aCTOCYBAaHHSM CyOCTpaT-
CIPSIMOBAHOTO MiAXO/1y, HALIIJIEHOrO Ha aHOMaJIbHi Mo-
TeHLiaJ I IIUTYHOUYKa I Yac CUHYCHOIO pUTMY 0e3 He-
o0OxigHocTi mpoBokarii IT.

YIIpomoBX cepeaHbOTo TePioay HACTYITHOTO CIIOCTe-
pexkeHHs 2316 Mic BimOysocsT 3HaYHe 3HUKCHHS Jac-
toty HanafdiB LT i3 33% y KoHTpoJbHii rpymi 1o 12%
y Ipymi poBeaeHHs absiLii. bisbiie Toro, micis KaTe-
TepHOI a0sILIi1 piBeHb afeKBaTHUX iMnyJibciB IK/I 3HM-
suBcd 3 31 10 9%.

PEKOMEHAALN

JocmimkeHHs «AOJIsIIis IUTYHOYKOBOI TaXiKapAii mpu
KOopoHapHiii xBopobi cepiist» (VTACH) nipocrieKTuBHO
paHIOMi3yBaJlo TALEHTIB 3 TIONEpeaHiM iHdapKTOM
MioKap/a Ha Tpyny 3H¥KeHoi dpakuii Bukuny (<50%)
Ta reMoanHaMiuHo cTtabinbpHol LT m1sa mpoxomKeHHs
KaTeTepHOI a0JsLii abo rpyIy 3 BiICYTHHOIO ITOAATKO-
BOIO Tepartieio, okpeMo Bim IK/1188. [TepsuHHMM 09iKy-
BaHUM pe3yJibTaToM OyB yac 10 repiiuoro peuuausy LT
a6o ®11I. PiBens BikuBaHHs 6e3 peruauBy LT mmoHan
24 Mic OyB BULLIUM Y IPYITi MPOXOMXKEHHS a0JIsI1Iil MopiB-
HSIHO 3 KOHTPOJIBLHOIO TpyIiolo [47% mopiBHsHO 3 29%,
CP 0,61 (95% A1 0,37-0,99), p=0,045]. Cepenns
KiJIbKiCTh afgekBaTHUX iMmItysbciB 1K Ha mamieHTa Ha
pik 3Hu3mmacsa 3 3,4%9.2 go 0,6%2,1 y mMaui€eHTiB,
o npoinu admsaio (p=0,018). KatetepHa aoOisiist
He BILUIMHYJIa HA CMEPTHICTb.

3arajioM piBeHb YCITiXy KarerepHoi abmsmii mpu LT
BU3HAYAETHCST 0OCSITOM PYOIICBOrO HAaBAHTAXKEHHS Y 3B 513~
Ky 3 iH(papKTOM, HpPEACTABICHUM SIK TUISHKA HU3bKOL
HAIPYTU B CUCTEMI €JIEKTPOaHATOMIUHOIO KapTyBaHH2",
TOMI SIK BY3bKOCTIEIiaJTi30BaHi BIAIUICHHS IS JTIKYBaHHS
MAL[EHTIB, 110 MPOXOIATh KareTepHy aossito 1110, Mo-
KYTh IIO3UTUBHO BIUIMBATH Ha pe3yssrar?lo,

6.3.2.2. lllaynoukosa maxixapois 3 UUPKYAIOHOYUM
30y0ucenuam Hincku nyuka lica

Monepep)xeHHs peunanBIB LLTYHOUYKOBOI Taxikapaii
y NauieHTIiB 3 LMPKYIIOYUM 36YKEHHAM
HbKOK ny4ka lNica

PekomeHgauii Knac?2 | PiBeHb? | MocunaHHsA®
KaTteTepHa abnsuis sk
nepLioyeprosa Tepanis
peKomeHAyeTbCS I c 345, 346

nawjeHTam npuv LMpKynio-
I04OMY 36YAXKEHHI HIXKOK
ny4yka lica

a Knac pekomeHaadii.
b PiBeHb [0Ka3iB.
¢ MocunaHHsA Ha mxepena, LWo NigKpIinonTb pekoMeHgaLlii.

Taxikapnisg 3 LUPKYJIOIOUYUM 30YIKEHHSIM HixKKHU
myuka ['ica € pigkicHOIO macro-re-entry Taxikapmi€o,
sIKa 3a3BMYail OXOILTIOE IIpaBy HiXKy mmydyka [ica sk
aHTEPOrpalHy Ta JIiBY HiXXKY SIK peTpOrpajaHy KiHIIiB-
ky. BJIHIIT' Mopdonorito 3 BigxuieHHsSIM JIiBO1 ocCi
BUAHO npu 12-kaHanbHiil moBepxHeBiit EKI. [ToBTOp-
HUI BXig HiXKKU nydka ['ica yacTo moB’s13aHUI 3 Kap-
niomionariero’¥’. KarerepHna abisaiiss ogHiel 3 HiXXOK
myuka ['ica € pagukaabHUM CIIOCOOOM JIiKYyBaHHSI, O -
Hak MmpaBa HiXKa € Kpalllolo MillleHHIO, OCKIJIbKU J10-
CTYII A0 Hel mpu abJsaiii mpoctimuii’?. SIKimo ocHOB-
HE CTPYKTYpHE MOpPYIIECHHS 3aJUIIAETbCsl HE3MiH-
HUM, CJIiJl PETEJIbHO MPOAYMAaTU OJHOYACHE BCTAHOB-
neHHs [KI37.
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6.3.3. IMnianToBanmii KapaioBeprep-aediopuiasaTop

ImrmmanTanisa 1K/ mamientam 3i criiikoro LT 30imb-
1IIyE BUXKMBAaHHSI TOPIBHSHO 3 TTPOTUAPUTMIUHOIO Me-
JIUKAaMEHTO3HOI0 Tepamnier. oTerep AOCTiIXEHHS
MOPIBHSIHHS KaTeTepHoi admsuiil npu critikin T 6e3
imrutanTanii IKJI Ta camoi immianTanii IK He ripoBo-
JUJIUCs. 3 OTJIsily Ha Mi3epHiCTb JaHUX Ta IOCUTh BUCO-
KU piBEHb PEeKYpEeHTHOCTI IicJsl KaTeTepHoi absilii
npu crivikit LT cuig B39TM MO yBarw iMILIaHTALLiO
IKJI y Bcix mauieHTiB 3 nucdynkuiero JIL (ppaxitis
Bukuay MeHiie 45%) Ta criiikoro 1T

7. Kapgiomionamii

Kapniomionatii — 11e 3aXBoproBaHHS MioKapaa, 1110 Xa-
PaKTepU3YIOThCSl CTPYKTYPHUMM Ta (DYHKIIIOHATbHUMU
aHOMaJTisSIMM MioKap/a ILTYHOUKIB, TPUYMHAMHU SIKUX €
He TiIIbKU CTEHO3, 1110 00MEKY€E KPOBOTIK Y KOPOHAPHUX
apTepisx, a00 YMOBM HaBaHTaXKEHHs, 1110 BUXOIATh 3a
Mexi Hopmu*, Bonu 3rpymosani 3a MOpdOIOriYHUME i
(byHKLIIOHATLHUMU XapaKTEePUCTUKAMM, 3 PO3IOALIOM
Ha ciMeiiHi i HecimeitHi (hopmu. Maiike BCi BUAM Kapio-
MioIartii MOXYTb OYTU MOB’sI3aHi 3i IILTYHOYKOBOIO apuUT-
MI€I0 i MiABUILIEHUM PU3UKOM PaIITOBOI CEPLIEBOI CMEPTI,
1110 Bapilo€ 3aIe3KHO Bill €TIOJIOTIi i TSDKKOCTI XBOPOOU.

7.1. Imnataniitna kapniomionaria (JIKMIT)

7.1.1. BuznaueHns, enizeMioJIorisi Ta JaHi o0 BUKH-
BAHOCTI

JKMII BuzHavaeTwbes gk nunaTauis JILI i cucromiyHa
JUCYHKIIIS 32 BiICYTHOCTI I1aTOJOTIYHMX YMOB HaBaH-
TaxkeHHs a0o imeMivyHoi xBopoou cepus (IXC), mocrat-
HbOI, 1100 BUKJIMKATH 3arajibHe CUCTOJiUHE TOpYIlIeH-
Hsa3*8, Jleski reHeTwuHi meeKTH, SKi BUKIUKAIOThH
JAKMII, TakoxX MOXYTb COPUYMHUTU CUCTOJIIYHY AMC-
¢yHKIIito 0e3 AuiaTallii JiBoro 1IyHOUKa ado MPU3BECTU
JI0 YTBOpEHHs pyOlLliB MioKapaa, 110 MOXHa BUSBUTHU
TiIbKM 3a foniomoro MPT cepiieBo-cymMHHOI CUCTEMM.

JKMII 3ycTpivaeTbest y atoaeii pi3HOTo BiKY i pi3HOI
eTHIYHOI IMpuHaiexxHocTi. Cepeln TopoCnX 1k XBopoba
YacTillle CITOCTEPIraeThCsl y YOJIOBIKiB, HIX Yy XKiHOK,
i3 3arajpbHOI0 yacToTolo 1 Bunagok Ha 2500 ocid Ta mpu-
OJIM3HO PO3PAXOBAHOIO IIOPIYHOIO 3aXBOPIOBAHICTIO 7
punazakis Ha 100 00034, V gireit piBeHb 1I0piYHOT 3ax-
BoproBaHocTi ctaHoBUTh 0,57 Bunaaxky Ha 100 0003%,

[ToTeHLiiHO MaTOreHHi TeHeTUYHi MyTallil 3ycTpida-
10Tbes moHaimene y 20% nopocnux i3 JKMIT, iy 10-
20% ponudiB HasIBHI O3HAKKM XBOPOOU TP KJIiHIYHOMY
obcrexeHHi*d!. Myrauii reHis OinKiB capkoMepiB i mec-
MOCOM € HaMOUIbII MOIIMPEHUMM, ajie MyTallil B TeHi,
mo koaye jgamiH A/C (LMNA) i necmiH, yacto cro-
CTEpIraroThCsl Y MALIEHTIB 3 TIOPYIICHHSIMUA MTPOBITHOCTI
cepis2 353, Hepenka yacTka Mali€HTiB MAalOTh 34ell-
JieHe 3 X-XpOMOCOMOI0 3aXBOPIOBAHHS, BUKJIMKAHE MY-
Talli€lo B TeHi, 110 KOAy€E AUCTpodiH. 3HAYHUM CIEKTP

HaOYyTUX MOpylIeHb MOXYTb BUKIuKaTu JJKMII, y Tomy
YUCJIi 3anaibHi, iHQEeKIiiHi i CUCTEeMHI 3aXBOPIOBaHHSI,
a TaKOX Pi3Hi JIiIKapChKi 3aCO0M i TOKCUHU. Y JESIKUX
BUIIaJKaX FeHETUYHA CXUJIbHICTh MALiEHTIB O PO3BUT-
Ky AKMII mposBasieTbCsl Michsl BIJIMBY €K30T€HHUX
IMPOBOKYIOUMX (PaKTOpiB, TAKUX SIK iH(EKIIii, IUTOTOK-
CUYHI JIiIKapChKi 3aC00M, aJIKOTOJIb i BaTiTHICTb.

7.1.2. Iinxin no crparudikanii Ta ynpapJiHHsa pu3MKaMu

PiBeHb 3araabHO1 CMEPTHOCTI Y CYLIUTBHI BUOOPLIi J0-
pocaux nauieHTiB 3 JIKMII 3HauHO 3HU3UBCS TPU BUKO-
pUCTaHHI HeliporyMopaabHUX aHTarOHICTiB i peCUHXPO-
Hi3yrouoi Teparnii>>®. PiBenb cmepTHOCTI y aiteit 3 JKMIT
€ BiIHOCHO BHMCOKMM MPOTSITOM TIEPILIOTO POKY XKUTTS,
ajie 3roloM y 0araThoX i3 HUX BiTHOBJIIOETHCS (DYHKILisI
a00 IX CTaH 3aJMIIAEThCI KJIIHIYHO CTaOiIbHUMSY,
OCHOBHMMM CEpPLEBO-CYIMHHUMU TIPUYMHAMU CMEpPTi
npu JKMII e nporpecyioua CH i PCC, BropuHHi 10
IIA abo, pimure, OpaguapuT™ii. barato HeiHBa3MBHUX
napamMeTpiB OyJI0O 3alMpOMOHOBAHO $SIK MPOTHOCTUYHI
¢akTOpU pamnToBOi CMepTi, aje B HeJaBHbOMY MeTa-
aHasi3i 45 nocaimkeHs 3a yyactio 6088 maiieHTiB 3a 10-
MOMOT010 (PYHKIIIOHAJBHUX Ta eJeKTpoKapaiorpadiyHux
napameTpiB OyJ10 BUSIBJICHO TUIBKM ITOMIpHY BiIMiHHICTh
MiX MalieHTaM1 3 BUCOKMM i HU3bKMM PiBHEM PU3HKY.
Haiiuiie BinHoweHHs1 1aHciB (BILI) crioctepiranocst
st (pparmeHToBaHOro Komruiekcy QRS i anmbrepHarii
3y6us T, >)koAeH 3 TeCTiB BereTaTUBHOI HEPBOBOI CUCTEMU
He OyB 3HA4YYLIMM IPOrHOCTUYHMM akTopom!'!,
Ponbs MPT ceplieBo-cyaIMHHOI CUCTEMU OLIIHIOBAIM B ME-
TaaHaJli3i IeB’SITU JOCTIMKEeHb y TALIEHTIB 3 HeilleMiu-
HOIO KapaioMionatico’®, TiiIoBIm BUCHOBKY, 1110 ITi3HE
TMIOCWJICHHSI TafoJliHiEM Y MAIiEHTIB MOB’s3aHe 3 MiIBU-
IIIEHUM PU3MKOM 3arajlbHOoi CMEpPTHOCTI, ToCHiTajti3artii
3 mpuBoay CH i PCC. 3pocTatoue 3HaU€HHS Ii3HBOTO I10-
CWJICHHSI TafOJIiHiEM ITOPiBHSIHO 3 IHIIIMMU ITPOTHOCTUY-
HUMM MapKepaMM MOTpeOye MOJaIbIIOr0 BU3HAUYEHHSI.

InBazuBHe EPS 3 I[TCII Moxe OyTH JOLIUIBHUM Y T1a-
mienris 3 JKMIT!3,

7.1.2.1. Jlocaioncennss mepanii i3 3acmocy8aHHsIM im-
naanmosanoeo Kapoiosepmepa-odegiopuaramopa npu ouia-
mauyiiiniti kapdiomionamii

V nusui nocnimkeHb mopiBHoBanu 1K/l sk MoHOTE-
partito a6o B komb6iHaiiii i3 CPT nopiBHsIHO 3 miate6o abo
amMioZapoHOM y MauicHTiB 3 JIKMIT64 151-154, 313, 316, 317, 354
binbiiicTe nocimkeHb OyJIo TIPOBEIESHO B Tepiod, KOJIu
B CXEMY ONTUMAJIBHOTO MEIMKAMEHTO3HOI'O JIiKyBaHHS
royvayii BKIItouaTu iHribitopu AII®, 6eta-610KaTtopu Ta
AMP338, [lepuri paHmoMi3oBaHi KITIHIYHI TOCITIKEHHS
IKJ mamm HemocTaTHiI MOXKJIWBOCTI U BUSIBICHHS
KJIiHIYHO 3HAYyIIMX BIAMIHHOCTEW Yy pPIiBHSIX BWKMBA-
HOCTi, a B ACSKMX BUMAAKax (HAIpUKJIAA, JTOCIiIKEH-
Hs1 DEFINITE) 3zaranpbHa CMepTHICTb Oyja HIZKYOIO,
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CtpaTtudpikauia pu3anKy Ta BefieHHs nauieHTiB 3 aunarauiiHol0 Kapgiomionarieto

PekomeHgauii Knac? PiBeHbP MocunaHHs®

OnTumanbHa MeauKameHTo3Ha Tepanis (iHribitopu AMN®, 6eta-6nokatopu Ta MPA)
pekomeHayeTbes nauieHTam 3 [IKMIM aons 3MeHLIEeHHA pU3UKy panToBoi CMepTi i |
nporpecyo4oi cepLieBoi HefOCTaTHOCTI

A

LLiBnake BUABNEHHS i YCYHEHHS apUTMOreHHMX hakTopiB (Hanpuknag, NnpoapuUTMiYHi
nikapcbki 3aco6u, rinokaniemMis) Ta nikyBaHHA CynyTHIX 3axBoploBaHb (Hanpuknap, |
3axBOPHOBaHHS LWMTOBUAHOI 3a103U) peKOMeHAYyoTbea nadieHtam 3 AKMM i LA

KopoHapHa aHriorpacpisi pekoMmeHayeTbcs y cTabinbHux nauieHtis 3 JKMI,
3 NpoMiXXHUM pu3unkom IXC i HoBum noyatkom LA

IKOl pekomeHpyeTbes nauieHtam 3 JKMI i remoguHamiuHo HenepeHocumoto LLT/LU®D,
BUXMBaHICTb IKMX 32 MPOrHO30M CTaHOBUTH >1 POKY 3 NO3UTUBHUM (hpyHKLiOHaNbHUM |
cTaTycom

151-154

IKQl pekomeHayeTbes nauieHtam 3 JIKMI, cumntomatmyHoto CH (knac lI-lll 3a NYHA)
i ppakuieto BUknay <35%, He3Baxaroum Ha =3 Mic NiKyBaHHs i3 3aCTOCYyBaHHAM
onTumManbHoi chapmakoTeparnii, BWXXUBaHICTb AKUX 3a NPOrHO30M CTaHOBUTb >1 POKY
3 NO3UTUBHUM (PYHKLIiOHaNbHUM CTaTyCoOM

64, 313, 316,
317, 354

KaretepHa abnsuia pekomeHayeTbea nadieHtam 3 KM i pelunpoKHO LUTYHOYKO-
BOI0 Taxikapgicto 3a y4acTio HiXoK nyyka lica, pecppakTepHO0 4O MEAMKAMEHTO3HOI |
Tepanii

8, 208, 345, 346

3actocysaHHs IK[ cnip po3srnagaTtu y nauiexTis 3 AKMI i nigTBepaxeHo0 XBopo60-

TBOpHOIO MyTauieto LMNA i kniHiyHumu chaktopamu pusmky® 4

3acTocyBaHHs amiogapoHy cnif po3rnagatv y nauieHtis 3 IK[, ski 3a3Hanu nosTop-

. . 229
HUX afieéKBaTHUX LUOKIB, HE3BaXal4u Ha onTUMasibHe nporpamMmyBaHHs NPUCTPOIB

3acTocyBaHHs KaTeTepHOI abnsuii Mmoxe po3rnsgatuca y nauieHtis 3 KM i WA,
L0 He BMKIMKaHi peLMnpoKHOIO LLTYHOYKOBOIO TaXikapAiclo 3a y4acTIo HKOK ny4ka
Fica, pechpakTepHOIO 4O MeAMKAMEHTO3HOI Tepanii

lib 355

IHBa3uBHe enekTpodpisionoriyHe gocnigxeHHa cepus (EPS) 3 MCLU moxyTb 6yTH

po3arnaHyTi ana cTpatudikadii pusmky PCC llb

115

AmiofapoH He peKOMeHAYETbCA AN NiKyBaHHA 6€3CUMNTOMHOI HECTINKOI LLTYHOYKO-

BOi Taxikapgaii y nauieHTis 3 JKMI il

A 313, 354

BukopucTtaHHsa 6nokaTopis HaTpieBUX KaHaniB i ApoHeaapoHy ansa nikysaHHs LT

He pekoMeHayeTbcA y nauieHTis 3 AKMMN i

A 129, 356, 357

ATl® — aHrioTeH3nHNepeTBOPIOBabHUIA hepmeHT; IXC — iwemivHa xBopoba cepus; AKMI — gunatauiiHa kapgiomionarTis;

EPS — enektpodisionoridHe gocnimxeHHs; CH — cepuesa HegocTaTHicTb; IK[ — iMniaHToBaHW KaphioBepTep-aediopunaTop;

LMNA - namin A/C; ®B JILL — cppakuis Bukugy nisoro wnyHo4ka; AMP — aHTaroHicTv MiHepanokopTUKOIGHUX PeLenTopiB;

HCLLIT — Hecrilika WwnyHo4koBa Taxikapgis; NYHA — Heto-Mopkcbka kapgionoridHa acouiauis; MCLL — nporpamosaHa CTUMYNALLS LLAYHOYKIB;
PCC — pantoBa cepuea cmepTb; LA — wnyHoukoBa apuTmis; LUT — winyHoukoBa Taxikapgisi.

a Knac pekomeHgauin.

b PiBeHb JOKa3iB.

¢ MocunaHHa Ha NiATPUMKY pekoMeHAaLlin.

d dakTopK pUsKKY y nauieHTie 3 nigTeepmxeHoto MyTauietlo LMNA: HlIT nig yac ambynaTopHoro MoHiTopuHry 3a gonomoroto EKI, ®B J1LU
<45% npu nepLuii ouiHLi, YonoBiYa cTaThk | He MicceHc-MyTauii (iHcepuis, fenewis, BKOPOYeHHs abo MyTaLji, Lo BNAUBAKTL Ha CNIANCUHT).

HiX OYiKyBajocsl 10 BKJIIOUYeHHs. Ilepion Imomasblioro
CIIOCTEepEeXeHHSI OYB BiTHOCHO KOPOTKMM Y JESIKUX
JIOCTiIKEHHSIX, a TAKOX B IHIIIMX YMOBAX, CITiBBIIHOIIICH-
H$I aIeKBATHUX IIOKiB /10 MPOTHO3Y BCE 111€ 3aTUIIAETHCS
HEBU3HAYECHUM. Y XXOTHOMY ITOCIIKEHH] He 3iiCHIOBA-
Jlach TpocriekTuBHa ouiHKa mepesar IKJI y miarpymax
nauieHTiB 3 JIKMIT pi3Hoi eTioJorii.

7.1.2.2. Ilepsunna npogpinakmuxa

VY yoTuprOoX paHIOMi30BaHUX MOCTimKeHHIX [Jlocmi-
okeHHs Kapmiomiomnatii/CArdiomyopathy Trial (CAT)3¢!,
AmionapoH y mopiBHaHHI 3 IK: paHgomi3zoBaHe

JIOCTiIKEHHS Y TIALIIEHTIB 3 HEIIlIEeMiYHOIO TUIaTalliiiHOO
KapJaiomionarieto i 6€3CMMITOMHOIO HECTIMKOIO ILTy-
HOUKOBOIO Taxikapaicio (AMIOVIRT)*, DEFINITE?3!®
i SCD-HeFT®%] nocnimkysamu mito IK/I Tineky i miep-
BUHHOI TipodinaktTuku PCC. V¥V mnopanbliomy aocii-
mkenHi, COMPANIONS313, mopiBHIOBaNIM Tepariio
CPT- (nediopunsarop), CPT-K (kapmiocTUMyJISITOP)
i amiogapoHoMm y marieHTiB 3 Tskkoro CH (kiac IIT abo
IV 3a NYHA) Ta intepBazom QRS >120 mc. JocaimkeH-
Hs BinpizHsiotbes 3a mm3aiiHoM: CAT, AMIOVIRT i
DEFINITE BkIwoyanuM MHali€eHTIB 3 HeilleMidHOO
AKMII, Tomi sx y mochimkeHHsix SCD-HeFT i
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COMPANION Opanu yyacTb Hali€HTH 3 IIEMiYHOIO i
HeimemiuHoo nuchyskuiero JIHI. Tinbku B mocii-
mxeHHi COMPANION 6yi0 nmpogeMOHCTPOBAHO CTa-
TUCTUYHO 3Hauylle 3HUXEHHS 4YacTOTU PanTOBOi
cmepti pu IKJI mopiBHSIHO 3 ONTUMAaJbHOIO MeAMUKa-
MEHTO3HOI0 Teparti€lo. PiBeHb 3arajabHOI CMEpPTHOCTI
oyB HkuuMm y rpymi CPT-I, HixX y rpymi ¢apmako-
goriunoi Ttepamii [BP 0,50 (95% 1 0,29-0,88),
p=0,015], ane OyB moB’s3aHMii1 31 3HAYHO BUIIUM PU-
3UKOM ITIOMIpHUX a00 TSXKKUX MOOIYHUX e(eKTiB 3
Oynb-saKkux npuarH (69% mopiBHSIHO 3 61% y rpyIi Me-
JuKaMeHTo3Hoi Tepamii, p=0,03). O6’eqHaHuii aHami3
II’SITU JOCHIIKeHb IepBUHHOI Ipodimaktuku (1854
namienTn 3 Heimemiynoio JIKMII) nmoka3aB craTtuc-
TUYHO 3HaAJyllle 3HUXEHHsI PiBHSI 3arajibHOi CMepT-
Hocti Ha 31% mna 1KJl BigHOCHO MeIMKaMEHTO3HOI
teparmii [BP 0,69 (95% 11 0,55-0,87), p=0,002]3"7. Ieix
eekT 30epiraBcsl MpU BUKIIOYEHHI TOCiIXEHHS
COMPANION [BP 0,74 (95% A1 0,58-0,96),
p=0,02]3'7. Pexomenmauii 3 teparmii IKJ] y 3a3Haue-
HOMY KEpIiBHUIITBI 0a3yIOTbCS Ha WX aHaTi3axX.

7.1.2.3. Bmopunna npoghinakmurxa

V tprox pocaimkenaax (AVID!53, CASH!2 i CIDS!5!;
I1B. Be0-Tab. 5) mocmimkysanu teparniro 1K mis BTo-
PUHHOI MpodiJaKTUKU y TIALIEHTIB 3 TMOINEpeIKeHOI0
3yMUHKOIO ceplsd ado cumntomatndHoro T B anam-
Hesi. ¥ nocnimkenni CASH manieHTn Oyau crioyatky
pangomizoBaHi B rpyny IKJI a6o B rpymy omgHoro 3
TPbhOX JIIKAPCHKUX 3aCO0IB: aMiogapoHy, METOIPOJIOILY
abo mpomnageHOoHY, aje Tepalriio mpornacheHoHOM 0yJIo
JIOCTPOKOBO MPUITMHEHO Y 3B’SI3KY 3 MiABUILIEHHSIM PiB-
Hs cMepTHOCTI. B octarounomMy aHaji3i Oysio 00’eqHa-
HO JaHi 3 Ipyll aMioJapoHy i METONpojoay. Y Tpu
JOCITIIKEHHsI OyJI0 BKIIOYeHO BChoro 1963 mauieHTH,
3 gkux Tibku 292 (14,8%) manu HeillleMiuHy Kapmio-
Miomnarito. AHi B gocmijzkeHHi AVID, aHi B mocimkeHHI
CIDS He Oyn0 3apeecTpoBaHO 3HAYHOIO 3HIKEHHS
PIBHIB 3araJiIbHOI CMEPTHOCTI MIPX 3aCTOCYBAaHHI Tepartii
IK B miarpyni maimieHTiB 3 HEeillIEMiYHOIO Kapaiomio-
narti€lo; He OyJIO OTPUMAHO Pe3yabTaTiB s L€l Imia-
rpynu B gociimkeHHi CASH. Tocnimkenns CASH rta-
Kox Binpiznasutocs Big AVID i CIDS B Tomy, 1o cepen-
He 3HadeHHa @B JIL 6yno BummM i >50% malieHTiB
oTpuMyBaiu emnikapaiaabHi cuctemMu IKI. ¥V momans-
IIOMY MeTaaHali3i, B IKoMy OyJi1 00’€lHaHi JaHi 3 10-
crimkeHb AVID i CIDS, cnocrtepiragocss He3HauHe
3HIMKEHHST PiBHSI 3arajlbHOI CMEPTHOCTI BiTHOCHO Me-
JUKaMeHTO3HOI Tepartii — Ha 31%!%4,

7.1.2.4. Cmepmuicms, 6UKAUKAHA KOHKPEMHOK NPUYUHOH)
V KibKOX JOCJiIKeHHSIX BUBUAIM TTPOTHO3 200 JIiKY-
BaHHs Tipyu neBHUX miarumnax JKMII. Haiibinbm go-
KJTaHO OITMCAHO CIIOCTEPEXEHHS 3a TpuoIn3Ho 5-10%

Mali€HTIB, y SKMX 3aXBOPIOBAHHS OYJI0 BUKJIMKAHO MY-
tauieo B reHi LMNA! 352V punagky xBopo0 cepls,
noB’s3aHux 3 LMNA, crnocrepira€rbcsi BikoBa IMeHeT-
PaHTHICTb 3 paHHIM MOYATKOM MEpPeNCEepIHOl apUTMii,
3 MOJAJIBIIUM DPO3BUTKOM TMOPYIIEHHS CEplEeBOi Mpo-
BiIHOCTI i BUCOKMM PH3MKOM PaITOBOi CMEPTi, 4acTo
Tinbky 3 auiataiieto JIIII cmabkoro crTyrmeHs i cucro-
JIIYHOIO HEIOCTATHICTIO. Y 0araTolieHTPOBOMY PEECTPI,
mo BKIoYae 269 HociiB myranii LMNA, 6ararodax-
TOPHUIA aHaJli3 mokasas, 1o HCIT mix yac amOyatop-
Horo MoHiTopuHry EKI, ®B JIII <45% npu nepiiiit
OLIiHIIi, YoJOBiYa CcTaTh i He MicceHc-myTalii (iHep-
LisT-Aenelis/ BKOpodeHHs abo MyTallil, 110 BIUIMBAIOTh
Ha CIUIaiicuHT) OyJd He3aJleXXHUMU (haKTopaMu PUSUKY
snoskicHoi IITA"!. 3nosikicHa IIIA Gyna HasgBHA TiTBKU
B 0OCi0 i3 1IoHalMeHIIIe TBoMa 3 LIMX (haKTOPiB PUBUKY,
MPY 1LILOMY B HUX CIIOCTEPiraBcsl KyMYJISITUBHUI PU3UK
JUTSI KOXKHOTO JOJAaTKOBOTO (haKTopa pU3MKY.

7.1.2.5. Bedenns winaynouxkosoi apummii npu dusamayiii-
Hill kapdiomionamii

[Mauientn 3 JIKMII i peunaupyodoto IIA maroTh
OTPUMYBATH ONTUMATIbHY MEIWKAMEHTO3HY Teparliio
iHrioiTtopamu AIlI®, Gera-O0mokaropamu Tta AMP
srigHo 3 pekomenmauismu ESC musg xponiunoi CHS.
OueBuaHI NpoBOKYytUi ¢akTopu BimHOocHO IIIA (Ha-
MpUKJIaa, MPUIOM TPOAPUTMIUHUX JIiKAPCBKUX 3a-
co0iB, rinmokajiemisi) abo CymnyTHi 3aXBOpIOBaHHS
(Hampukiana, 3aXBOPIOBAHHS IIMTOBUIHOI 3aJI03U)
CJIiJI, 32 MOXJIMBOCTI, BUSIBJISITH i JIIKyBaTU. Y paHillie
CTa0INIbHUX TIALIIEHTIB i3 Brepiue BusBieHowo LA 3
rpyIn nomMipHoro abo Bucokoro pusuky IXC ciin pos-
MISIAATA MOXJIMBICTh MPOBEACHHS KOPOHAPHOI aHTio-
rpadii. 3acTocyBaHHSI aMioJapoOHy HEOOXiIHO PO3TJIsi-
natu y mauieHTiB 3 IKJI, ki 3a3Haid MOBTOPHUX
aJleKBaTHUX IIOKiB, He3BaXKalouu Ha ONTUMAJIbHE TTPO-
rpaMyBaHHsI IPUCTPOIBZ2?, ajie He BAPTO BUKOPUCTOBY-
BaTU IJIs1 JIiKyBaHHsSI 0e3CMMIITOMHUX eti3oniB HClILIT.
BukopucTtaHHs 0J10KaTOpiB HATPiEBUX KaHAJIB i ApO-
HeIapoHy He PEKOMEHIYEThCS Y TALliEHTIB 3 TTOpYyIlIe-
Howo ¢yHkuiero JIII gepe3 iX MOTeHLiNHI MpoapuT-
MiuHi ederTn!2: 152. 357, 362, 363,

7.1.2.6. Abaauis npu wayHouKosili maxikapoii

Cy6ctpar mng IOT npu AKMII € ayxe cKIagHuM,
BigoOpaxayd YMCAeHHI MPUYMHMU 3aXBOPIOBAHHSI.
V 3BiTi JoCHimXKeHb 3 OLIIHKM Pi3HUX CTpaTeriii adasiii
BorHumia T nmpu JKMII y kpaiiioMy BUNaAKy IOBi-
JOMJISIIOTH TIPO CKPOMHMU YCIHiX, SIKMiIA HE ITOKpaIlly-
€TbCSl TIPU MPOBENCHHI erniKapAialbHOro i eHI0Kap/Ii-
aJlbHOrO KapTyBaHHsI. Y HEJaBHbOMY PEECTPOBOMY
JOCITIIKEHHI, B IKOMY TTOPiBHIOBAIM 63 mallieHTiB 6e3
inmemivyHoil Kapaiomionarii i 164 — 3 imeMiyHOIO AMC-
dyskuiero JIII28 abmsamisgs BorHuina kiaiHiuyHoi T
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Oysa mocsarHyTa TilbKU B 18,3% BUMNAAKiB HeillleMiqHOI
Kapaiomionarii. TakumM 4YmMHOM, KaTeTepHYy aOJIslIiio
porHuia LT y xBopux 3 JIKMII HeoOXigHO mpu3Ha-
YaTu MauieHTaMm 3 4iTkuMm MexaHizmom IHT (Hampwu-
KJIaJl, peIMIIPOKHA LIJIYHOUYKOBA TaxXiKapdis 3a yJacTio
Hixkok Trydka [T'ica) i 3mificHioBaTH 1i B JIIKYBaJIbHUX
LIEHTPaX 3 JOCBiIUEHNM IEPCOHATIOM.

7.2. TinepTpodiuna kapaiomionartis

7.2.1. BuznauyeHns, enizemioJiorisi Ta JaHi 010 BUXKK-
BaHOCTI

I'KM xapaktepu3yeThbcsl 301IbIIEHHSIM TOBLIIUHU CTiH-
ku JIII, mo He IMOSICHIOETHCS Jullle IaTOJIOTIYHUMU
yMoBaMu HaBaHTaxeHHd Ha JIII'C, Ile BU3HaYeHHSA
BUKOPUCTOBYIOTH i IIOMIO iTE€H, i IOJ0 AOPOCINX, 0€3
JKOINHUX TMPUITYLIEHb IIOAO €TioJorii, aje s LiJei
LIbOTO KEpiBHUIITBA peKoMeHaalil 3 MNpodiuIaKTUKU
I'KM cTocyioThCcs Mmali€eHTiB 0e3 MeTaO0OoMiYHuX, iH-
¢inpTpaTMBHUX a00 IHIIMX 3aXBOPIOBaHb, SIKi MaiOTh
Jly>Ke BU3HAUEHUI repedir XBopoOu Ta JIiKyBaHHSI.

PEKOMEHAALN

V nocnigxennsax, nposeaeHux y [liBHiuHilT Ame-
puui, €Bpori, A3ii Ta Adpulli, TOBiZOMIISIETBCS TTPO
nomupeHicth rineptpodii JII He3posyminoi etio-
Jiorii B miamasoni 0,02-0,23% y nopocaux, 3 Habarato
HIKYMMU pIBHAMM y mauieHTiB BikoM <25 pokis!le.
Xoua 'KM HaityacTiiie nepeaaeTbCs IK ayTOCOMHO-
JTOMiHAaHTHA T€HEeTHWYHA O3HaKa, y OUIbIIOCTiI JOCITi-
JIKeHb TOBITOMJSIETHCS MPO HE3HAYHO Oiblily Mo-
IIWPEHICTh ILOTO TOPYIIEHHSI CEepel YOJIOBIKiB,
a yactora 'KM y pi3HUX pacoBuUX rpylnax € aHaJio-
rivHoro!e,

V wninomy piuHUI piBeHb CMEPTHOCTI i3 CepleBO-
CYIMHHUX IMPUYHMH i piBeHb CMEPTHOCTI 200 afeKBaTHO-
ro po3psmy 1K s LIIT/®II y cyuinbHiit BUGIpIi 10-
pociux 3 KM cranosumu 1-2 i 0,81%, BimmosigHo%
365 JHIIMMM OCHOBHMMM MPUYMHAMM CEPLEBO-CYINH-
Hoi cMmepTi € CH, Tpomboemboutist i AB-6siokana.

7.2.2. Ilinxin no crparudikamii Ta ynpasiiHHS pPH3M-
KaMH

MpodinakTiKa panToBoi cepLeBoi CMepPTi y NauieHTiB 3 rinepTpocpiiuHoI0 KapaioMionaTieto

PekomeHgauii

Knaca PiBeHbY MocunaHHA®

YHUKHEHHSI CNOPTUBHUX 3MaraHb® pekomeHAyeTbes nauieHTam 3 FKM

| C 366

ImnnanTaudis IK[] pekomeHayeTbCA NauieHTaMm, Ki nepeXxunu 3ynuHKy cepus vepes LT
a6o ®LL, a6o ki maloTb cnoHTaHHy cTilKy LT, Wo BMKNMKae HeMpPUTOMHICTb | B
a60 nopyLLeHHsa reMoAUHaMiKK1, 3 OYiKyBaHOI TPUBanicTIO XUTTA >1 poKy

116, 367-372

LLO BUKJIMKAE HEMPUTOMHICTb a60 MOPYLUEHHS reMOAUHaAMIKN

Crpatuddikauia pu3unky 3 kanbkynatopom pusuky PCC npu KM pekomeHayeTbes
NS OLiHKM PU3MNKY PanToBOi CMepTi NPOTArom 5 poKiB y nauieHTiB Bikom >16 pokis I B
6e3 HasiBHOCTi B aHaMHe3i peaHimauii nicns WUT a6o PLLU, abo cnoHTaHHOI cTilikoi LT,

116, 365

PekomeHpayeTbea ouiHOBaTU 5-pivHuiA pu3nk PCC npu nepiomy 06CTeXeHHi
Ta 3 iHTepBanom y 1-2 poku a6o y BunagKy 3MmiH y KniHiYHOMY cTaHi

116, 365

ImnnanTadito IK cnip po3rnapatv y nauieHTiB 3 po3paxoBaHMM 5-piYHMM PU3UKOM
panToBoi cMepTi 6% i oviKyBaHOIO TpMBanicTIO XUTTA >1 POKy nicna petenbHOI
KNiHiYHOI OLLiHKM, L0 BPaxoBY€ [OBIYHWUI PU3NK yCKNagHeHb i BNNuB Hacnipkis 1K
Ha cnocib6 XuUTTA, coLiasibHO-eKOHOMIYHMI cTaTyC i MCUXosoriyHe 3Q0pPOB’s

lla B 116, 368

ImnnanTadito IK[ cnip po3rnapatv B oKpemMuUx nauieHTiB 3 po3paxoBaHUM 5-piyHUM
puaukom PCC Bip >4 no <6% i oviKkyBaHOI TPUBaNiCTIO XUTTA >1 poOKy nicna peTtenbHoi
KNiHiYHOI OLLiHKM, L0 BPaxoBY€ [OBIYHWUI PU3UK yCKNaaHeHb i BNnuB Hacnipkis 1K

Ha cnocib6 XWUTTA, coLliasibHO-eKOHOMIYHUMI cTaTyC i NCUXOoNoriyHe 3A0POB’s

lib B 116, 365, 368

npo YUCTY KniHi4Hy KopucTb Bif Tepanii IKA

ImnnanTauito IK[1 moXxHa po3rnsaaaTi B OKpeMUX NauieHTiB 3 po3paxoBaHUM 5-pivyHUM
pu3sukom PCC <4%, Konn BOHU MaloTb KNiHi4Hi O3HaKU 3 fOBEAEHOI0 NPOrHOCTUYHOIO
3HaYyLicTIO | KONK oLiiHKa AOBIYHOro PU3UKY YCKNaaHeHb i BNnuBy Hacnipkis 1K

Ha cnocib6 XWTTH, couianbHO-eKOHOMIYHUIA CTaTYyC i NCMXONOriYHe 3A0POB’A CBIfYUTD

lib B 116, 365, 368

IHBa3ueHe EPS i3 CLU He pekomeHAayeTbea Ana ctpatudikadii pusanky PCC ] Cc

116

O — dibpunauis wnyHoukis; LT — wnyHoykosa Taxikapgis.
a Knac pekomeHgauiin.

b PiBeHb 4oKa3iB.

¢ MocmnaHHA Ha NIATPUMKY pEKOMEHZALIN.

nauii ESC).

ESC — €sponeicbke ToBapnCTBO Kapgionoris; EPS — enektpodisionorivyne gocnigxeHHs; N'KM — rinepTpodiyHa kapgiomionaris;
IKQ — imnnaHToBaHuii kapgioseptep-aediopunsTop; NMCLU — nporpamoBaHa cTumynsuia wiyHouykis; PCC — pantoBa cepueBa CMepTb;

4V pekomeHpauisgx ESC cnopTuBHI 3MaraHHs BU3Ha4aroTbes K perynsipHa disvyHa nigrotoBka, Lo 3AiMCHIOETLCS Ha NIOGUTENIbCbKOMY
a60 npodecinHOMY PiBHI, @ TaKOX y4acTb B OMILiiHMX 3MaraHHaX (4ns OTpUMaHHs 6inbLl JOKNaAHOI iHhopMaLii AMB. BigNOBiOHI pEKOMEH-
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7.2.3. IllnynoukoBi aput™mii npu rineprpodiuniii Kap-
niomionatii

[Tpu amGymatopHomy EKI' MmoniTopunry HCILIT BU-
aBsgeTbest y ~25% nauientisd’> 374, i nommpeHicTh
301/IBIIYETHCS 3 BIKOM i KOPEJIOE 3 TOBIIMHOIO CTIHOK
JIII i mi3HiM mocuieHHsAM ragojinieM Ha MPT cepiie-
Bo-cyanHHOI cucremu’’S. Hecriiika LT, BusiBmeHa
npu amMO0yJaTOPHOMY MOHITOPUHTIY, MOB’si3aHa 3 Mil-
puiieHUM pusnkoM PCC373, JlJokyMeHTaabHO MiATBe-
paxeHa HCIIT mpoTsirom abo Bigpasy miciist pizsuyHuX
HaBaHTaXEHb 3YCTPIYAEThCS MOyXKE PiAKO, ajlie MOXe
OyTH TOB’3aHOIO 3 MiABUIIEHNM prusukoM PCC376,

JloKyMeHTaJIbHO IIiATBEepIKEeHa CTilika MOHOMOp(dHa
LT (=30 c¢) 3ycTpivyaeThcst HEYACTO, ajie MOXKe OYTH OLIbIII
YacTolO y TIAIIEHTIB 3 BEPXiBKOBUMU AHEBPU3MaMM
JIII. Hagsuictb IXC HeoOXiZHO BUKIIOYMTH Y TALIIEHTIB
3 TPUBAJIUMU 200 CUMIITOMATUYHUMMU €I1i30JaMu, SIKIIIO
iCHYIOTbH (hbaKTOpH PU3MKY UISI KOPOHAPHOI'O aTePOCKIIE-
po3y?”’. Y matjieHTiB, sIKi oraHo repeHocaTh criiiky LT,
CJTil pO3IJIsSiIaT MOXJIMBICTD MpoBeaeHHs Tepartii [K]I ta
JIiKyBaHHsI OeTa-OJoKatopaMu abo amMiogapoHOM, II00
MoMnepeanuTd MOsIBY TMOAAJBIINX €Ii30diB. Y TMali€HTiB
3 o3HakaMmu LT BorHuieBoro moxomKeHHsI MOXKHa po3-
IJISTHYTA MOXKJIMBICTD nipoBeaeHHsT EPS i aGssii.

7.2.4. Ilinxin no crpaTudikauii Ta ynpapjiHHS pU3u-
KaMH y I0POCJIX MAIIEHTIB

IctopuuHo pusuk PCC y nauieHtiB 3 'KM pospaxo-
BYBaJIM 3a JOITOMOTOI0 IIPOCTOI OLIiIHKM Ha OCHOBI HU3KU
00paHKX KIIHIYHUX mapameTpis¢7-378. 379 Ty kminiyai
03HaKM, Taki K (pidpo3 Miokapaa (110 BU3HAYAETHCS 3a
nornomoroto koHTpactHoi MPT ceplieBo-cyaMHHOI cuc-
TeMU), aHeBpu3Mu BepxiBku JIL i uncaeHHi MyTarltii re-
Ha OiJika capkomepa, OyJu 3alpoIlOHOBaHi SIK O3HAKM,
110 MOXYTb OyTH BUKOPHMCTaHI IpU MPOBEICHHI Tepartii
IKJI y okpeMux 0ci0 3 rpymnuy IPOMiKHOTO PU3UKY, 3 HE3-
HAYHOIO KUTBKICTIO MiATPUMYIOUMX OJaHUX. Y KePiBHUII-
TBi ESC mono I'KM pekomMeHIyeThCsI BUKOPUCTOBYBATH
kanbpKyssitop (pusuk PCC npu I'KM), 3a monomororo
SIKOTO PO3PAXOBYIOTh 5-pidHmii pusuk!!e,

Yci mporHoCcTUYHI 3MiHHI, 11O BUKOPMCTOBYIOTHCSI
B MOJIeJIi, TTOB’s13aHi 3 migBuieHUM puzukom PCC y m1o-
HalMEHIIIE OMHOMY OITyOJIiKkoBaHOMY OaratodakTopHO-
My aHaiisi (http://doc2do.com/hcm/webHCM.html).
Kanpkynsitop mpusHaueHuii crieniaJbHO IS BAKOPUC-
TaHHS B TALIIEHTIB BIKOM =16 POKIB i He MPpU3HAYSHUI
JIJIST BUKOPUCTAaHHS y TIpodeciiHUX CIOPTCMEHiB abo
B 0cCi0 3 MeTa0oIiYyHMMU 200 iH(DIIBTPaTUBHUMMU 3aXBO-
proBaHHIMM (Hampukiam, XxBopoda Padpi-AHaepcoHa)
i cuaapomamu (Hampukian, cuaapoMm Hynan). ¥V mo-
JieJ1i He BUKOPUCTOBYIOTh I'PaliEHTH BUHOCHOTO TPaKTy
JgiBoro utyHouka (BTJII), iHaykoBaHi (izuyHUM
HaBaHTaXEHHSM, 1 11 MOJeab He Oyja cxBajieHa i

BUKOPMCTAHHS IO i ITiC/IsT MiOEKTOMil a0 eTaHOJI0BOI
a0J1s111iT MIKIIITYHOUKOBOI MTePEeropoaKHu.

IuBasuBHe EPS i3 I1CII He nornomarae npu cTtpaTtu-
(ikanii pusuky PCC y Bunanky 'KM, i iioro perynsipHe
BUKOPMCTAHHS Y MAli€HTIB i3 CMHKOIIe a00 CUMITOMA-
MM, IO CBimTYaTh IIPO HASIBHICTb apUTMii, HE PEKOMEH-
ayerbestio,

Ha BinmiHYy Bim HegaBHO BUMYIIEHUX KEPIBHUILITB 1110~
a0 TKM!"6 My He Brmounan pekomenaario 11 kmacy
JUTS TIALIIEHTIB 3 PO3paxOBaHUM PpU3UKOM <4% Ha 5 po-
KiB, 3 YpaxyBaHHSIM CTYNEHsI HeBU3HAUYEHOCTI B OLIiHII
PU3HKY, 1110 BUMara€e 00epeXXHOCTi IIpU BUKJIIOYEHHI Ka-
Teropii mamieHTiB 3 Tepamii IK/I.

7.2.5. linxig no crpatudikauii Ta ynpapjiHHs pusu-
KaMM y NAL€EHTIB AUTAYOrO0 BiKY

V¥ nauienTiB BikoM <16 pokiB immianTauis 1K/ (emi-
KapiajabHa y pa3i HeoOXiTHOCTI) pEeKOMEHIYEThCS ITiCIs
3arposiuBoi st kutts 1A, IcHye HegocTaTHRO HAHUX
11010 BUKOPMCTAHHSI KJIiHIYHMX MapKepiB PU3MKY TpU
MPOBEJIeHHI TIEPBUHHOI MPO(iTaKTUKKI, OCOOIUBO B AyKe
MaJieHbKUX AiTeit (<8 pokiB). B icHyrouoMy KepiBHULITBI
ESC pekoMeHOyeTbCS pO3IMISIaTh TSLKKY TinepTpodiro
JIII (BM3HAYAETHCS K MaKCUMMajibHa TOBIIMHA CTiHKU
JIII >30 MM abo Z-TOKa3HUK >6), HEMTPUTOMHICTh He-
3posymijoi etionorii, HCIIT Ta pantoBy cMepTh y cimeii-
HOMY aHaMHe3i SK OCHOBHi ¢akrtopu pusuky PCC
y miteii'®. Bukopucranns 1K/ ciin posmignarty y mitei,
SIKi MarOTh JIBa 200 OiJIbliIe 3 IIMX OCHOBHUX (PAKTOPiB pU-
31Ky. B oKkpeMux mauieHTiB 3 omHUM (PAKTOPOM PU3UKY
MoxmBicTh iMrutaHTamii IKJI moxe Oytu posrisiHyTa
Mic/Is1 peTeJIbHOI OLIIHKY PU3MKIB i Mepesar Juisi AUTUHMU.
OpHokaMepHMX Ae(piOpMISITOPIiB JOCTATHBO B OLTBIIIOCTI
BUTIAJIKIB, 10 3HIKYE HMOBIPHICTb YCKIIaAHEHD! 16,

7.2.6. IIpodinakTuka panToBoi cepienoi cMepTi

7.2.6.1. Ilopadu wodo medukamenmosnoi mepanii ma
cnocooy Jcummsi

[Tamientam 3 'KM crig peKoOMeHAyBaTu yHUKAaTH
y4yacTi Y CIOPTUBHUX 3MaraHHsX i iHTEHCUBHOI (hi3ny-
HOI aKTMBHOCTI, OCOOJIMBO 32 HasgBHOCTI Y HUX BU3HA-
yeHux pakropiB pusuky PCC abo obcrpykiiii BTJIII.
BigcytHi paHmoMizoBaHi KJIiHIUHI JOCTIIKEHHS aHTH-
apUTMIYHMX JiKapcbkux 3aco0iB y Bumaaky ' KM. Amio-
JapoH, MOXJIMBO, 3HIXKYye dactory PCC y malieHTiB
3 HCIT npotsirom amOynaropHoro EKI'-MoHITOpUHTY,
ajie yacto He B 3Mo3i 3anmo6irrn’8: 381 PCC y 6aratbox
nociipkeHHsx. Jluzonipamin i 6eTa-010KaTOpu BUKO-
PUCTOBYIOThCS IS JliKyBaHHs oocTpykuii BTJILI, ane
HeMa€e XOJHUX JO0Ka3iB, 1110 BOHM 3MEHIIYIOTh PU3UK
PCC!6, Aganoriuno y upoMy KepiBHunTBi ESC 1momo
I'KM He peKOMEeHIYEThCS MPOBEACHHS XipypriuHoi
MiOEKTOMii YM eTaHOJOBOI aO0JsLil MiXKIITYHOUYKOBOIL



PEKOMEHOALLIT

neperopoaku ajst 3MmeHineHHs pu3uky PCC y mamieHTiB
3 obcrpykitiero BTJITII!MS,

7.2.6.2. Imnaanmosanuii kapodiosepmep-deibpuismop

Bmopunna npoginakmuxa.

3a BigcyTHoCTI nocaimkeHb Teparii IK/ npu TKM
HeeKCIlepUMeHTabHi KOTOPTHI JOCJiIXKEHHS i MeTa-
aHaJli3y CBiguaTh, 110 MoIepeakeHa 3yNnMHKa cepls
abo criiika IIIT moB’si3aHi 3 BUCOKUM PU3UKOM TO-
JATBbIINX JIETANBHUX CEpPLEBUX apUTMIiit’®s, 3 el
NPpUYMHU B Liff HEeBEJUKIiW Tpyni Mali€eHTIiB peKo-
MeHAyeTbC BUKopucTanus TKJ[!,

Ilepsunna npoghinaxmuka.

[Tamientam 3 'KM pekoMeHIyeThCsSI TPONUTH CTaH-
JIapTU30BaHe KJIiHiYHE 0OCTEXEHHSI 3TiTHO 3 PEKOMEH-
nauismu ESC momo TKM!'¢, Bono mMae BKJiodaTu 30ip
KJIiHIYHOTIO i ciMeliHOro aHamHe3sy, 48-ToAMHHY aMOy-
natopny EKI, TpaHcTOopakanbHy exokapaiorpadiro
(a6o0 MPT cepueBo-cynMHHOI cUCTeMM Yy pasi Heaje-
KBaTHUX €XO-BiKOH) i TecT 3 (i3UYHUM 3YCUILISIM 10
MOSIBU JIIMITYIOUMX HaBaHTa>K€HHS CUMNTOMiB. Peko-
MeHpauii mas teparii IK/I rpyHTYIOTbCS Ha S5-pidyHOMY
pusuky PCC, po3paxoBaHOMY 3a JOIIOMOTOI0 MOJEIi
pusuky PCC npu 'KM, 3 ypaxyBaHHsIM BiKy i 3arajib-
HOTO CTaHy 3/10pOB’sl MalliEHTA.

7.3. ApuTmMoreHHa Kapaiomionaris mpaBoro HLTYHOYKA
(AKIIIILI)

7.3.1. Busnauenns, enigemioJiorisi Ta BIZKMBaHICTh

AKIIII (abo apuTMoreHHa KapaioMionarist) — mpo-
rpecyloue 3axBOPIOBaHHSI CeplLeBOro M’siza, 110 Xa-
pakrepusyetbest 1IIA, CH i PCC32, TicrosoriuHoro
03HAKOIO 3aXBOPIOBAHHS € 3aMiHa KapAiOMiOLIUTiB Ha
KUPOBY 1 (piOpo3HY TKaHMHY$2 383, Kiiniyno AKITII
BU3HAYAETbCA CTPYKTYPHUMU Ta (PYHKIIOHATbHUMU
aHOMAJTISIMU TIPaBOro IIUTYHOUKa, ajie 3amydeHHs JILI
crioctepiraetecst y >50% mnauieHtis®4. Y morouyHunx
KpUTEpPisIX podoYoi TPpynmu BUKOPHUCTOBYIOTH TiCTO-
JIOTiYHi, T€HEeTWYHi, eJeKTpokapaiorpadiyHi Tta Bi3y-
ajlizalliiHi mapamMeTpu UIsl Kiaacuikaliii IalieHTiB
Yy BU3HAUYCHI, IPOMiXKHI Ta MOXKJIMBI AiarHOCTUYHI Ka-
Teropii’s2,

VY oinpmocti Bunankis AKITII ycranKoByeThCs SIK
ayTOCOMHO-JIOMiHaHTHA FeHeTUYHAa O3HaKa, BUKJIMKa-
Ha MyTalli€l0 IreHiB, 1110 KOAYIOTh J€CMOCOMaJIbHi OiJIKU
(rTakorio0iH, JecMOIUIakiH, IiakogiliH-2, JecMo-
rieiH-2 i 1eCMOKOJIiH-2). MeHllla yacTMHa BUMAAKIB
CMPUYMHEHI MyTalli$iIMU B TeHax, 1110 He KOAYIOTb Jiec-
MOCOMaJIbHi OiJKM, 1 PiAKICHUMM peleCUBHUMU (Dop-
MaMu (Hampukian, cuHiapom Kappasiia i xBopoOa
Haxcoca), noB’s3aHUMU 3i IIKipHUM (PEHOTUTIOM J0-
JIOHHO-ITIZIOLLIOBHOTO TillepKepaTo3y>-2.
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3a pospaxynkamu, mnomupeHictb AKIIII crano-
BuTh Bix 1 3 1000 mo 1 3 5000 B 3araibHiil MOITYJISLIIT i
€ BaxxnuBoio npuunHoio PCC y cmopTcMeHiB i MoJIo-
IUX Jopocanx3ss: 386 KiiHiuyHi MposBy, y TOMY YHCITi
MpUCKOpeHe cepueOuTTs, HerpuToMHicTh, LT i PCC,
SIK MIpaBUJIO, PO3BUBalOThes y nepion Mix 20 i 40 po-
kamu. IlporpecyBaHHs 3axBOpPIOBaHHSI MOXKE IIpU-
3BeCTU A0 TPaBOIUIYHOUKOBOI a00 OiBEeHTPUKYJISIP-
Hoi CH. PiBeHb 1mopiuHoi CMEpPTHOCTI, 3apeecTpoBa-
HUI B Pi3HUX JOCTIIKEHHSIX, 3HAUHO Bapilo€ 3aJIeXKHO
Bijl XapaKTepMCTUK MpPeACTaBICHUX KOTOpT. 3a JaHU-
MM OIHOIO MeTaaHaJjli3dy, piBHi IIOPiYHOI cepleBOi
CMEPTHOCTI, HeCceplieBOI CMEPTHOCTI Ta TpaHCILIaH-
tauii cepus cranosuiu 0,9, 0,8 i 0,9% BinmosigHo3¥7.

7.3.2. Iinxix no crparudikanii Ta ynpapiiHHsA pu3HKaAMH

7.3.3. IlLiyHOYKOBi apuTMii IpH apUTMOreHHiii Kapaio-
Mionartii mpaBoro MUIyHOYKA

o nBox TpeTuH mnauieHTiB MatoTh [11A y cTaHi criokoro
abo mim yac amoymatopHoro EKI'-MoHiTopuHTY i TecTy-
BaHHA 3 (DI3MYHMM HaBaHTAXeHHAM 3%, [11i 1A, gk
MPaBWIO, € MPABOLLTYHOYKOBUMHU (TOOTO IEMOHCTPYIOTh
MopdoJtorito JiiBoro myuka [ica), ame Bicb QRS mig uac
IIT 3a3Buuaii BimpizHseTbesa Bim oci QRS BuHOCHOTO
TpakTy rpasoro untyHouka (BTJI)*%, i Gararo marieH-
TiB MatoThb uuciieHHi Mopdororii QRS. V HemaBHbOMY
MPOCIIEKTUBHOMY PEECTPi MALIIEHTIB, SIKi OTPUMYBAJIU TTe-
peBaxkHo Teparriro IK]I, BoHa Oyna HalOLIbII BiAMOBII-
HIM METOIOM JIIKYBaHHS CTiiiKoi MoHOMOopdHoT [ITT#0!,

7.3.3.1. Jlixysanus winynoukoeoi apummii

IcHy1OTh OOMeXeHi cucTeMaTU4Hi JaHi 111040 ehek-
TUBHOCTI aHTHMApUTMIYHUX JIIKAPChKUX 3acO0iB MpU
AKIII, i BiMB MeAMKaMEHTO3HOI Teparlii Ha cMepT-
HicTh HeBimomuii. CHUparYuch TOJOBHUM YMHOM
Ha cepito TecTiB i3 3acTocyBanHsaM [TCI, 6eTa-6moka-
TOPH, 30KpeMa COTaJION, TPAAULIIHO PEKOMEHIYIOThCS
SIK TIEPIIWHA MiAXiJ y TALliEHTIB 3 YaCTUMU IITyHOYKO-
BuMU exrommigaMu abo HCIITA®!. BriMm, y HeagaBHLOMY
HeeKCIepuMeHTaJIbHOMY PEECTpi Hi OeTa-0J0KaTopH,
Hi coTajoJ He 3MEHUIyBajld YacTOTy BUHUKHEHHS
IIIA3%; amiomapoH MaB Kpallli MOKa3HUKK OO0 3a-
roGiranns A B HeBenuKiit Koropri nmaiieHTiB,

IHBasuBHe ejeKTpodi3iogoriuHe JOCIiIKEHHS
3 aMIUTITYIHUM KapTyBaHHSIM MOXHa BUKOPUCTOBYBa-
TR Oa8 igeHTudikauii JiIsHOK (iOpO3HO-XKMUPOBOIL
3aMiHMU i IIPY 3aCTOCYBaHHI KaTeTepHOI a0JIsI1Iii BOTHU-
ma [11A202. 207, 392, 402 Tocrpa cynpecis LT gacrimre
OiIbLI YCITilIHA Y TAlli€HTIB 3 OJHi€I0 a00 TiITbKU Kilb-
KOMa BM3HAUYEHUMHU JOMiHYIOUMMU MOPQOJOTiIMU
LT, i emikapaiadbHa a0Js1isl MOXe 30UTBIIUTHA TTO-
Ka3HUK e(MEeKTUBHOCTI ILILOTO METOAY JiKyBaHHSI.

©
w
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CtpaTudpikauisi pusmky i BeAeHHsl nauieHTiB 3 apUTMOreHHOI0 KapAioMionaTielo NpaBoro LiayHo4YKa

PekomeHpauii Knac? PiBeHb® MocunaHHs®

YHUKHEHHS1 COPTUBHUX 3MaraHb? pekomeHAyeTbes nauieHTam 3 AKIMLL | Cc 388
BeTta-6nokaTtopu, TUTPOBaHi 0 MaKCUMasibHO NEPEHOCUMOI [03U, PEKOMEHAYIOTbCS | c Lia ekcnepTHa
SIK NnepLua niHis Tepanii ANs NnonerweHHa CMMNTOMIB y nauieHTiB 3 yactumu MCLU i HCWIT Kowmicis
ImnnanTauis IK[] pekomeHayeTbcs nauieHTam 3 nonepemxeHoto PCC i remoguHamiyHo | c 389
noraHo nepeHocumoto WUT B aHaMHe3i
AmiopapoH cnip po3rnapatv Ans nonereHHs CMMNTOMIB y nauieHTis 3 yactumu LUE a6o

. . lla C 390, 391
HCLUT, Aki He nepeHocsATL a6o AKUM NPOTUNOKa3aHi 6eTa-6nokatopm
KarteTepHy abnsuito, npoBefAeHy B LIEeHTpax 3 KBaslichikoBaHMM nepcoHanom, cnig
posrnspaTtu y nauieHTiB 3 yactummu cumntomamu LIE a6o LT, wo He BignoBigatoTb lla B 183, 202, 207,
Ha MeAMKaMeHTO3HY Tepanilo, ANa NosierweHHs CUMNTOMIB i 3ano6iraHHs LWoKam, 392, 393
acouiiosaHum 3 IK[, BignosigHo
ImnnanTauito IK[ cnip po3rnapgatv y nauientis 3 AKILL, aki maoTb remoguHamivyHo f06-
pe nepeHocumy cTinky LT, ypisHoBaxxytoun pu3uk IK, B TOMy YMChi AOBrOCTPOKOBI lla B 387, 394, 395
YCKNagHeHHs | KOpUCTb AN nauieHTa
ImnnanTauis IKQ moxe po3rnapgarvcs y nauieHTiB 3 o4HMM a60 6inbLue BU3HAYEHUM
cpakTopom pusuky LA, y nopocnux nauieHTiB 3 o4iKyBaHOI TPUBaniCTIO XUTTA

X L . o Lia ekcnepTHa
>1 poKy nicns peTenbHOro KiiHiYHOro 06CTEXXEHHs, ke BpaxoBYy€e AOBIYHUNA PU3UK YCK- lib C Komicis
napgHeHsb i Bnnme IK[ Ha cnoci6 XuTTs, coliasibHO-eKOHOMIYHUIA cTaTyc
i ncuxonoriyHe 340poB’s
IHBasusHe EPS i3 MNCLU moxe poarnspatucs ans ctpatudikadii puanky PCC lIb Cc 113, 114

AKTILL — apuTMoreHHa kapaiomionarisa npaeoro LwnyHoyka; EPS — enektpodisionoridHe gocnipxerHs; ESC — €sponeiicbke ToBapuCTBO
kapgionoris; IK[] — imnnaHToBaHuin kapgiosepTep-aegiépunsatop; HLUT — HecTilka wnyHoukoBa Taxikapgis; MCLL — nporpamoBaHa ctumy-
nauia wnyHouykie; LLE — wnyHoukosa ekctpacuctonis; LUA — wnyHoukosa aputmis; LUT — LwinyHo4koBa Taxikapgis.

a Knac pekomeHgaaLin.
b PiBeHb goKasiB.
¢ MocmnaHHa Ha NIATPUMKY pEKOMEHIALIN.

4V pekomeHpauisx ESC cnopTuBHI 3MaraHHsi BU3Ha4aloThesl K perynsipHa (isunyHa nigroToBka, LU0 34iiCHIOETCS Ha JIIOBUTENTbCbKOMY
a60 NpoeciNHOMY PiBHI, @ TaKOX y4acTb B OQiLiiHMX 3MaraHHsX (418 OTPUMaHHs 6inbLU JOKNaaHoi iHbopmaLii AVB. BignoBigHi

pekomeHpauii ESC).
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OcCKinbKM Hi aHTHApUTMIi4HI JiKapchKi 3aC00M, Hi Ka-
TeTepHa aOJslis He 3a0e3nevyyloTh JOCTaTHBOTO 3a-
xucty Bix PCC, absi1iro HeoOXiZHO BUKOPUCTOBYBATH
IJIsI 3MEHIIEHHST YacTOTHU €ITi30[iB apuTMii, a He s
MOKpAIEHHSI TTPOTHO3Y.

7.3.3.2. Obmedsncenns QisuuHUX HA8AHMAICEHD

TpenyBaHHSI Ha BUTPUBAJIICTh Ha PiBHi CIIOPTUBHUX
3MaraHb, MMOBIPHO, MOCWIIOE (DEHOTUITIYHUIA IIPOSIB
AKITIII®! 403, Tomy, OCKiJIbKM BiICYTHI KOHTPOJIbOBAHI
JOCHiI>KEHHSI, 1110 IEMOHCTPYIOTh CIPUSITIMBUM e(heKT,
PEKOMEHAYEThCS YHUKHEHHS iHTEHCUBHOTO TPEHYBaH-
Hs Ha BUTPUBAJIICTh.

7.3.3.3. Imnaanmosani kapdiosepmepu-deiopursmopu

Binbuiicts gociimxkeHpb i3 crpatudikauii pusuky i
tepamii [KJ[ € peTpocneKTUBHUMM, SIKi BKIIOYAIU
MeBHi i BITHOCHO HEBEJMKi KOTOPTHU TAliEHTIB BUCO-
KOro pM3UKY, BUOpaHi 3 OKpeMMX LIEHTpPiB. ¥ GaraTbox
JIOCIIIIKEHHSIX TAaKOXK HaJa€eThCs Malo iHgopMaliii mpo
noka3aHHs mis1 BukopuctaHHs IKI. ¥V HemaBHbOMY
CUCTEMaTUYHOMY orjisiai (24 mociiakeHHs) i MeTa-
aHamizi (18 mocuimkeHb) v 610 mauieHTiB, momaabliie

CIIOCTEPEXKEHHSI 3a SKUMU TPUBAJIO B CEPEAHBOMY
nporaroM 3,8 poky?®’, piuHa yactora ageKBaTHOIO
BTpy4aHHs i3 3actocyBanHsM 1K/ cranoBuna 9,5%.
VYceknmagneHe poamimeHHst apory K]l cnocrepiranocs
y 18,4% Bumankis, mpu LIbOMY HECIIPaBHICTH APOTY,
iH(exil i 3MimeHHs Tparsivicd B 9,8, 1,41 3,3% Bu-
nagkiB BigmosinHo. IllopiyHa yacToTa HeaneKBaTHOTO
BTpy4aHHs i3 3actocyBaHHsaM 1K/I cranosuna 3,7%.
[NamienTn 3 HAgIBHICTIO B aHAMHE3i IONEPeIKeHOI
PCC, norano nepeHocumoi LI T i HempuToMHOCTI MalOTh
Haiioiremmii pusnk PCC (mo 10% Ha pik), i ToMy B 1Iiit
rpyIti pekoMmeHayerbes tepartis IKI3%. Tnmmmu daxro-
pamu pusuky st PCC abo agekBatHoro pospsiay 1K,
3apEECTPOBAHNMMU Y Pi3HUX KOTOPTaX, € TOKYMEHTAJILHO
minTBepmkeHa crivika 1T, HempuToMHICTh HE3PO3yMLIO1
etiojiorii, yacti emizonu HCIIT, mepemuacHa panToBa
CMepTh Yy CiMeiHOMY aHaMHe3i, 3Hauylle ypaxkKeHHs
I, BupaxeHe monoBxeHHsT KoMiuiekcy QRS, mizHe
nocuyieHHs ragojidHiem Ha MPT cepueBo-cynMHHOI
cuctemu (y Tomy umciai 3anyderHs JIII), muchynxkitis
JIL i inmykuist LT miin yac EPS!3. 114, 387, 389, 395, 404-406,
CkiiagHa abo AUTeHHa TeTePO3UTOTHICTb CITOCTEPIira€Th-
ca y >10% HociiB mecMOCOMalTbHOI TeHHOI MyTallil,
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mo Bukimkae AKITII i moxe OyTu (hakTopoM pU3UKY
i cepitosHux sBuin aputMii i PCC*7, Ockinbku
JIOCTIIKEHHs, TIpUCBsYeHi pe3yiasratam mpu AKIII,
HACTIJIbKA Pi3HOMAHITHi, MiArOTOBKAa peKOMEHAalliil
mwonpo IKJI misg mepBMHHOI NMPO@iIAKTUKKA BUKIUKAE
TpyaHoIi. [ pyHTYI0OYMCH Ha HassBHUX JaHUX, JOCATHYTO
KOHCEHCYCY B TOMY, 1IIO y TIALIIEHTIB 3 HEMPUTOMHICTIO
HE3pO3yMiJIoi eTiosoril HeoOXiIHO PO3IISTHYTU MOX-
JmBicTh mpoBeneHHs Teparii [KJI. JInsg mamieHTiB 6e3
HEIMPUTOMHOCTI MOXJIMBICTb MpoBeaeHHsT Tepamil [K/]
MOXE PO3IJISIIATUCS ITiCIsT PeTebHOI KIiHIYHOI OLIIHKM,
siIKa BpaXOBYy€ CIMEMHMIT aHaMHe3, TSDKKICTh ypaxkK€HHS
¢ynkuii TTHI i JIII, moBiyHMii pU3MK YCKJIAgHEHb i
BB 1K/l Ha criocid XUTTs, comiaTbHO-eKOHOMIUHWIA
cTaTyc i MCUXOJIOTIUHE 3M0POB’sI.

7.4. IndiasTpaTuBHi Kapaiomionarii
7.4.1. Aminoino3 cepus

Aminoipo3s cepus

PekomeHpauii Knac? | PiseHb® | MocunaHHs®

MoxnusicTb 3acTocyBaH-
He IKQ cnig posrnapatv

y naujieHTiB 3 nerkonax-
LIOroBUM aMifnioifo30M
abo crnagkoBMM aminoigo-
30M cepus, acoLiioBaHUM
3 TpaHCTUpPETUHOM, i LLIA,
WO CrpPUYUHSAE HeCcTabinb-
HICTb reMogUHaMIKW,
OuYiKyBaHa BMXXUBaHICTb

Y IKUX CTaHOBUTb >1 POKY
3 NO3UTUBHUM PyHKLIiO-
HaNlbHUM CTaTycoMm

lla Cc 408-412

IK[ — iMnnaHToBaHuin kKapgioBeptep-aediépunsaTop;
LA — wnyHo4ykoBa apuTMis.

a Knac pekomeHgaLin.

b PiBeHb ooKasiB.

¢ MocmnaHHA Ha NIATPUMKY peKOMeHIaLiN.

Jlo mBOX OCHOBHMX THIIB aMiJIOigo3y cepllsd Haje-
KaTh JIETKOJAHLIIOTOBUI aMinoig0o3, BUKJIMKAHUN Bid-
KJaJeHHSIM MOHOKJIOHAJAbHUX JIETKUX JIAHIIOTIB,
1 CITaIKOBH aMioino3, acoLiA0OBaHUN 3 TPAHCTUPETH -
HOM, TIpY SIKOMY HOpPMaJIbHUI (IMKOTO TUIY) abo My-
TAHTHUI TPAHCTUPETUH oOcimae B Miokapmit!3d: 414,
Jlo HegaBHBOTrO yacy amilioifo3 cepls OB’ sI3yBaiu
3 Ay>Ke MOTraHMUM IIPOTHO30M, i3 CepeIHbOIO TPUBATICTIO
BuxkuBaHocTi <1 poky miciasa nosBu cumntomiB CH,
aje pPO3BUTOK METOMAIB Teparii JerkKojJaHIIOTOBOIo
aMinoino3y MOKpalluB BUXKUBAHICTE 1,

Jlo moJIOBMHM BCiX MAli€HTIB 3 aMiJ0iZ030M Cepls
panToBo MoMuparoTh*!3 416, CMepTh 4acTO MOACHIOETHCS
€JIeKTPOMEXaHIYHOIO IMCOLIialli€lo, aje 3apeecTpoBaHO
BUITQJIKU YCITILITHOTO MpUMNMHeHHs cTitikoi 1A 3a gomno-
mororo IK1#%8, IITA mig yac aMOy/1aTOpHOrO MOHITOPUH-
Iy CIOCTepira€Tbcst B >25% IMaLiEHTIB 3 aMioino30M
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cepusat®-4llane 1i HagBHICTH, OYEBUIHO, HE CBITYUTH
npo PCC. IlinBulieHi piBHi ceplLeBUX TPOMOHIHIB i
N-KiHLIEBOro HaTpillypeTMYHOro MenTuay npo-B-tumy
€ YyTJIMBUMU MapKepaMM ypaxKeHHsI Ceplisl, 1110 CBiTJaTh
PO HECIIPUSTIMBUIA PE3yJIbTaT Y MALiEHTIB 3 JIETKOJIaH-
IIIOTOBMM aMiJIOiZO30M, aje HEeMa€ KOOHUX NaHUX,
100 NPUITYCTUTH, 1110 1Ii GioMapKepy MOXYTb OyTH BU-
KOpPUCTaHi IS BUSIBJIEHHSI MAILlIEHTIB, SIKi MOTJIA O OTpU-
MaTu KopucThb Bia Tepamnii IK. Buxoastum 3 Takux oome-
KEHUX JIaHMX, MOXJMBICTh 3acTtocyBaHHs IKJI ciin
pO3IJIs1AaT! Y MAlLi€HTIB 3 JIETKOJAHIIOTOBUM aMiIOia0-
30M a00 CHAgKOBMM aMiJIOino30M, acoIliifOBaAaHUM
3 TPAHCTUPETUHOM, Y SIKUX CIIOCTePIiraeThCsl CTiiika
[ITA, a ouiKyBaHa TPUBAIICTb XKUTTSI CTAHOBUTD > 1 POKY.
IcHye HemocTaTHBO JAaHMX JUISl HaaHHS PEeKOMEHALlii
11100 TTEPBUHHOI MPOMiTaKTUKH.

7.5. PecTpuKkTHBHA KapaioMionaTis

PecTtpukTnBHa Kapgiomionaris

PekomeHpgauii Knac? | PiBeHb® | MocunaHHs®

IKl pekomeHpayeTbCA
nauieHTam 3 pecTpUKTUB-
Holo Kappaiomionartieto i
cTivikoto WA, wo cnpuym-
HSI€ HecTabiNbHICTb remo-
AWHaMiKK, ovikyBaHa | C
BU)XXMUBaHICTb IKWX CTaHO-
BUTb >1 POKY 3 NO3UTUB-
HUM (PYHKLiOHaNbHUM
CTaTyCcoM, ANsi 3HUKEHHSA
pu3uky PCC

412,
417-420

IK[ — iMnnaHToBaHuUit KapgiosepTep-aedibpunatop; PCC —
panToBa cepuesa cMepTb; LLA — LunyHo4ykoBa aputmis.

a Knac pekomeHgaujii.

b PiBeHb [0Ka3iB.

¢ MNocunaHHs Ha NiATPUMKY pekoMeHdauin.

Tepmin «pecTtpukTuBHa (0OMEXKyBajlbHA) KapAiomio-
TaTisl» CTOCYEThCSI cepielib 3 0OMEXYBaJIbHOWO (iziofio-
Ti€l0, HOPMAJTLHUM a00 3HMXKEHUM JiaCTOiYHUM 00’ €EMOM
OHOTro 200 000X LLITYHOUKiB, HOPMAJTLHUM a00 3HWXKEHUM
CHUCTOJIIYHMM 00’€MOM i HOPMATBLHOIO TOBIIMHOKO CTIHKU
LITyHOUKa. PecTpruKTBHA KapaioMionaTisi € HaiiMEHIII IT0-
IIMPEHUM TUITOM KapaioMioIaTiii i 3yMOBIeHa HU3KOIO Te-
HETUYHUX i HAOYTHX MOpyLIeHB*'2, ¥V 3axiMHMX MOIYJISILIISIX
HaWTHUITOBIILIOK TPUUMHOIO LILOTO MOPYIIEHHS Y JIOPOCIUX
€ aMiJ10i103 3 MOJANBIIMMU MyTALliSIMU B T'eHaX OiJIKiB cap-
KOMEpIB i METAOOIYHUMU po3IagaMu®?!,

V naiii€eHTiB i3 peCTpPUKTMBHOIO KapaioMiomaTi€lo, sIK
MPaBWIO, CIIOCTEPIraloThCsl O3HAKU i CUMIITOMU OiBEHT-
pukynsipHoi CH, a miarHo3 BCTAHOBIIOEThCSI Ha OCHOBI
XapaKTepHUX OCOOJIMBOCTEN 3a JOITOMOTO0 HeiHBa3BHOL
Bi3yastizallii ceplls i ceplieBoi KateTepu3allii. PecTpukTus-
Ha KapJioMmionaTisl aCOLiIOEThCS 3 MOraHUM JIOBIOCTPO-
KOBUM IIPOTHO30M. Y JiTeil piBHI BiACYTHOCTI JIETAJIbHUX
BUMNAnKiB uepe3 1, 2 i 5 pokiB craHOBIAThL 82, 80 i 68%
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BimnosinHo*7-420; BinMOBiIHI 3HAYEHHS 115 PIBHIB BIXKN-
BaHOCTI Oe3 TpaHCIUIAHTATIB CTAaHOBISITL 48, 34 i 22%.
IcHye MeH1Ie JaHUX Y JOPOCIMX, ajie 3apeeECTPOBaHi piBHi
BMDKMBAHOCTI € aHAJIOTIYHMMM 4yepe3 5 pokiB. DakTopu
PM3UKY 3arajbHOI CMEPTHOCTI BKJIIOYAIM (PYHKIIIOHAb-
Huii kiac 3a NYHA, po3mip miBoro mepeacepast i 4o-
JoBiuy crat*!’-420, 'V niteil pusMK pantoBoi cMepTi MOXKeE
Oytu BUIIMM, 0co0aMBO y maiieHTiB 3 EKI-o3Hakamu
ilemii Miokapna.

JIikyBaHHSI peCTPUKTUBHOI KapJioMioIaTii B OCHOB-
HoMmy naniatuBHe. Jist mikyBaHHs cumnitomiB CH Bu-
KOPUCTOBYIOTh AiypeTUKHU, SIKi JOIIOMaraloTb KOHTPO-
JIIOBaTU CEPLIEBUI PUTM JJISI ONTUMI3allii HalTOBHEHHS
JILI. AHTHKOAryJasiHTH CJIifl BUKOPHUCTOBYBATH Y BCiX
nauieHTiB 3 MI1. BincyTHi nepcrieKTUBHI JaHi 11010
npoginakruuHoro 3acrocyBaHHs IK]I y Bumaaky pec-
TPUKTUBHOI KapaiOMioIaTii, TOMy y HalLli€HTIB i3 CUMII-
ToMatudHOIO cTilikoro IITA mokasanug mo 1K MatoTh
OyTH MoMiOHi 10 TTOKa3aHb Y BUITAJIKY iHILIOTO 3aXBOPIO-
BaHHSI MiokKapaa, 3 ONISIIy Ha KOPOTKOCTPOKOBUI
nporHo3, nos’sa3anmii i3 CH. IlepBuHHa npodirakTuka
Ma€ BU3HAYaTUCs Ha OCHOBI BUXiTHOI €TioJIOrTii i HasIB-
HOCTI BCTaHOBJIeHUX (pakTopiB pusuky PCC.

7.6. Inmi Bunu Kapaiomionarii

7.6.1. HekOMNAKTHICTD JiBOT0 ILTYHOYKA

HekoMmakTHiCTh MOB’sI3aHa 3 HASIBHICTIO BUpaXe-
HUX IIYHOUYKOBUX TPAOEKYJISALIN i TIIMOOKUX MixKTpa-
OCKyJIIpHUX 3arIuMOJIeHb Yy JiBOMY Ta/abo IpaBOMY
IIUTYHOUYKY, SIKi 9aCTO aCOLIOIOThCS 3 TOHKUM YIIiJIb-
HEHUM eIMKapAiaJbHUM MioKapAiaJbHUM IapoM*22,
Y nedkux Tali€eHTIB HEKOMITAKTHICTh MOB’s3aHa
31 IIJTYHOUKOBOIO AWJIATalli€l0 i CUCTOJIYHOIO IUC-
¢yHkuiero. HeKoMOakTHICTh J1iBOTO IJIYHOYKA BUHU -
Ka€ BHACJIZOK BPOIXKEHUX CEPLIEBMX 3aXBOPIOBAHb
i B i3ompboBaHill (opwmi. CiMmeliHa xBopoOa 3ycTpida-
€Tbcst B 18-50% mopociivx 3 i30JIbOBAHOKO HEKOMIIAKT-
HiCTIO JIiBOr0 LIJIYHOYKAa, B OCHOBHOMY 3 ayTOCOMHO-
TOMIHAHTHUM TUIOM ycnaakyBaHHs. [ToBimomuisuiocs
IpO YMCJIEHHI MyTallii B reHax, 110 KOAYIOTb OilKu
capKoMepa, KaJbliii3B s13yBajibHi OUIKM Ta iHIII TeHHU,
MIOoB’s13aHi 3 Kapaiomiomnarielo, Taki 1K LMNA, LDB3
i Tadpasuu?®.

baraTo mauieHTiB 3 HeKommnakTHicTio JIIII € moBHic-
TIO 0€3CMMNTOMHUMU, ajie Y NESIKUX CIIOCTEPIra€ThCsl
CH, TpoMmboeM0botist, aputmist ado PCC. Crapimii BiK,
KiHueBui miactoniuHuii miametp JIIII Ha MOMeHT mep-
BUHHOTO 00cTekeHHs, cmMmmitomMmatnaHa CH, mocriitHa
a6o nepcuctyioua @I1, 6mokana myuka [Nica i mos’s13aHe
HEPBOBO-M’SI30B€ 3aXBOPIOBAHHSI € 3apeECTPOBAHUMU
MPOTrHOCTUYHUMU (haKTOpaMU MiABUILEHOI CMEPTHOCTI,

ajie iCHyIOTh OOMEXXeHi IaHi, SKi O CBimYMIu, 10 He-
kommakTHicTh JIII cama mo cobi € moka3aHHSIM IS
[KJ1#22-425, Busnayenns rmorpeou B IK]I Mae 6asyBaTucs
Ha TSKKOCTI cuctoniuHoi aucgynkuii JII i HasiBHOCTI
crifikoi IIIA 3 BUKOPUCTaHHSIM TUX CaMUX KPUTEpiiB
st JKMIT (muB. posmin 7.1).

7.6.2. Kapaiomionarisi Illaraca

Kappiomionaris LLlaraca

PekomeHgauii Knac? | PiBeHb® | MocunaHHs®
3acTtocyBaHHs IK] cnig
posrnsipartu y nauieHTis
3 Kapaiomionarieto Lllaraca
i ®B JIlU <40%, npu o4iKy- lla C 426-430

BaHili BWXKMBaHOCTI >1 poKy
3 MO3UTUBHUM PYHKLiO-
HanbHUM CTaTycoMm

IKO — imnnaHToBaHUiA kapgioBepTep-aediopunsaTop;
OB JILL — dpakuis BuKngy niBoro LUyHOYKa.

a Knac pekomeHpgauii.

b PiBeHb gokasis.

¢ [MocunaHHa Ha MiATPUMKY pekomeHaaLin.

XBopoba IIlaraca € 3axBoproBaHHSIM MioKap/a, 1110 BU-
KJIMKaHe Tapa3utoM Trypanosoma cruzi. 3a oliHKamu, 8-
10 MiH oci0 y BchoMy cBiTi HUHI iH(DiKOBaHi, a y 20-40%
XpOHIYHE 3aXBOPIOBAHHS MiOKapaa PO3BUBAETHCS iHOMI
yepe3 Oarato AECSTWIITh Mic/sl TIEPBUHHOTO iH(IKyBaH-
Hs. [1aTonorist mpoBigHOI CUCTeMU, B TOMY YMCIIi OJIoKaaa
npaBoi HiXXKKM nmydka ['ica i 6;10Kana nepeaHboi rijIku JIiBoi
HixkKKM Try4yka I'ica, yacTo € HalmepimM MposiBOM, 3 M0-
JAJIBIIAMM CETMEHTAPHUMMU TTOPYILLIEHHSIMU PYXY CTiHOK,
ckianHoro TA, nrnchyHKIIiEI0 CMHYCOBOTO By3/1a i OiIbIII
TSDKKMMU TIOpYILEeHHSIMU MpoBinHocTi. Ha Ginbin mizHix
CTalisIX 3aXBOPIOBAHHSI CIIOCTEPIra€eThbcsl Iporpecyroua
Juaraiiis i cucroniuyna aucdyHkiis JIL426-430,

3apeecTpoBaHU piBeHb CMEPTHOCTI MALIiEHTIB 3 XBO-
po6oto Illaraca Bapitoe Bix 0,2 mo 19,2%, 1o BigoGpa-
JKAa€ XapaKTepPUCTUKU PIZHUX TOCTIIKYBaHUX TTOIYJIsI-
1iit. Haii0inp1n mocaifoBHUMU He3aJIesKHUMU TTPOTHOC-
TUYHUMU akTopaMu cMmepTi € auchynkiiis JIII,
¢ynkuioHanbHuii kiaac 3a NYHA i uelll'T. Pusuk, no-
B’s13aHuit 3 kombOiHauiero HCIT i nuchynkuii I, mo-
>Ke OyTH B 15 pa3ziB BUIIIM.

V nmepury gepry 3aBasiku gociimkeHHio Gali i cmiB-
aBT.*, y sxomy BuBuanu BriuB 1K/ y mawieHTiB 3 XBo-
poboto Illaraca, Oyau oTpuMaHi JaHi Mpo Te, IO Hali-
OinbllIa KOPUCTH criocTepiraeTbes y nauieHTiB 3 @B JIL
<40%, xoua Ginpwicte nauieHtiB 3 1K/ orpumyBann
BiIMOBiAHI MeTOAM JIIKyBaHHSI HE3aJIeXKHO Bill MOKa3-
HUKIB cuCTOJIiuHOI (hyHKii JIIII.

Cnimcok nitepatypu 3HaxoauTbcs B pegakuii. B
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MpodinakTnka peunpusis:

® LLUTYHOYKOBOI Taxikappil, ika CTaHOBUTb 3arpo3y AJia XUTTA XBOPOro:
niKyBaHHA HeobXigHO NoYnHaTM B yMOBax ctaujioHapy npu HasBHOCTI
NOCTIMHOIrO KOHTPOJTHO 3a CTAHOM MaLjieEHTa;

® CYMNTOMAaTMYHOI LLMYHOYKOBOI Taxikapgji
(QOKYMEHTasbHO MiATBEPOKEHOI), AKa NPM3BOAUTb 4O HENpaLEe3aaTHOCTI;

® CynpaBeHTPUKYNAPHOI Taxikapgii (QOKyMeHTaslbHO NiATBEPAXKEHOI),
LLIO NOTpebye NiKyBaHHSA, Ta y TUX BUNaaKax, Konu iHLi npenapaTu
He MaroTb TeparneBTUYHOro edpekTy abo NPOTMUNoKasaHi;

® ibpmNALil LLUNTYHOYKIB.

Cnoci6 3acTocyBaHHs Ta fo3MU. [To4aTkoBe nikyBaHHS. 3BM4alriHa pekoMeHoBaHa fo3a npenapaty: no 200 mr (1 TabneTka) 3 pa3u Ha o6y npotsaroM 8—10 gHiB. Y gesknx
BMNaAKax Af1g MoYaTKOBOro NiKyBaHHA BUKOPUCTOBYOTbCA Oinbll BUCOKI [03M (4—5 Tabnetok Ha goby), ane 3aBxauM — MNPOTAroM KOPOTKOro nepiogy 4acy Ta nig
enekTpokapgiorpadidyHnuM KoHTponem. ligTpumytode nikyBaHHa. Cnif 3acTtocoByBaTh MiHIManbHO eeKTUBHY [03Y. 3anexHo Bif peakLii XBOporo Ha 3acToCyBaHHS
npenaparty nigTpuMytoda fosa Ans Jopocsivx MOXe CTaHOBUTY Bif Y2 TabneTkun Ha foby (1 Tabnetka KOXHi 2 AHi) Ao 2 TabneTok Ha Jooy.
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