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Kapgaiomionartii B guta4omy Bili

O.I. BonocoBseupb, 4neH-kopecnoHaeHT HAMH Vkpainn,

O.M.H., npodecop, 3asigysay kadenpu, ronoBHUM
nozawitatHui cneujanict MO3 Ykpainm 3 guta4yoi
kapgiopesmaTosnorii

C.N. KpuBonycToB, 1.M.H., npodecop,

A.{l. KysbMeHKo, [.M.H., npodecop,

B.€. XoMeHKO, kK.M.H., O.J1. KoBanb4ykK, K.M.H.,
T.l. LLleBuoBa, k.M.H., O.B. EmeLb,

kadbenpa negiatpii Ne 2 HavuioHansHOro Megm4yHoro
yHiBepcutety imeHi O.0. boromonsLs, M. Kuis

a OCTaHHi AECATUJITTS CYTTEBO 3MiHMJIMCS

TEPMIHOJIOTiSI Ta JIiKyBaJIbHO-IiarHOCTUYHI

migxonu go KapaioMionariit (KMIT). Hampu-
KJan, sKio 3a BusHaueHHsIM BOO3 1980 poxy KMIT —
1Ie 3aXBOPIOBAHHS CEPLEBOT0 M’s13a HE3 sICOBAHOI €Tio-
JIOTii, TO Ha ChOTOAHI BXE BiJOMi MPUYMHU PO3BUTKY
oinpiocti KMII. Kpim Toro, onucani ixHi HOBi BUIM,
30KpeMa HEKOMITaKTHUM MioKapj JIiBOTO IITyHOUYKa
i apuTMOTeHHa JUCIIa3is mpaBoro nutyHouka. OTxe,
KMII — rereporeHHa rpyla 3axBOpIOBaHb MioKapja,
SIKi aCOLIIIOIOTHCS 3 MEXaHIYHOIO a00/4Y1 eJIEKTPUUYHOIO
TUCHYHKITIEIO Ta YacTO MPOSIBIISIIOTHCS TirepTpodieio
LITYHOUKIB abo ixHbowo aunataiiero. KMIT mMoxyTb
BUCTYIIATH SIK CAMOCTIiiHi 3aXBOPIOBaHHSI 200 SIK TTPOSIB
reHepali3oBaHUX CUCTEMHUX XBOPOO i MPU3BOIATH 110
MpOTpecyloyuoi cepleBoi HeaocTaTHOCTI (American
Heart Association, 2006).

KMIT noainsiioTh Ha IBi TPYIIN: TIEPBUHHI Ta BTOPUH -
Hi. [Tpu nepBunHux KMII natosorisi Miokapaa € eau-
HUM IIPOSIBOM XBOPOOU abo0 Mepemye iHIIUM IposiBaM
y pa3i cucreMHux mnatosoriii. Cepen HUX BU3HA4YalOTh
reHEeTUYHO-IeTepMiHOBaHi, HAOyTi Ta 3MilaHi opMu.
ITpu BropuHHux KMII maronorisi Miokapaa BUCTYITa€
SIK OJIMH i3 IIPOSIBiB CUCTEMHOTO 3aXBOPIOBAHHSI.

Haiinomupenimi ¢opmu KMIT — rineprpodiuHa,
IWIsSTallilHA Ta pecTpUKTUBHA. TpaauliiliHe cxeMa-
TUYHE ysaBJAeHHS mpo i ¢opmu KMII 3a gaHumm
M.R. Goldman, C.A. Boucher (1980) BimoGpaxeHO
B Ta6nuui 1.

Knacudikaitito mepBUHHUX i BTOPUHHUX KapAioMio-
nariii 3a janumu B.J. Maron, J.A. Towbin et al. (2006)
HaBeIeHO B Ta6nuMui 2; TeHOMHY KyIacuiKalliro cIiai-
KOBUX KapaioMiomnartiii 3a G. Thiene (2004) — y Ta6-
nvui 3.

Apummoeenna oucnaazis npagoeo WAyHOYKa € ONHIEID
3 HAYacCTilIMX TPUYMH PANTOBOI CMEPTi CEpe MOJIOIUX
JIoneii, ocobuBO cropTcMeHiB. TlommpeHicTh 1IHOTO

YneH-kopecnongeHt HAMH
YKpaiHu, g.M.H., npocpecop
O.. Bonocogeub

[.M.H., npochecop
C.N. Kpueonyctos

3aXBOPIOBAHHSI CTAaHOBUTH MPUOIM3HO | BUMAMOK Ha
5000 nacenenns (G. Thiene et al., 2007). ¥ nmatoreHesi
TIPOSIBISIETbCS] TEHETUYHO JIETepMiHOBaHa Mporpecyoya
nucTpodis MioKapaa IpaBoro IUTYHOUKa i3 3aMillleHHSIM
MIOIIUTIB KMPOBOIO Ta CITOJYYHOIO TKaHUHOIO. OnucaHi
ayTOCOMHO-JIOMiHAHTHI TUIX YCIaAKyBaHHSI 3 HEIOB-
HOIO MEHEeTpalli€lo Ta ayTOCOMHO-PELICCUBHI, BUKJIMKaHi
MyTallisIMU B TeHax, sIKi KOAYIOTh MPOTEIHU JAecMoILUIa-
KiH, I1ako(iTiH, I1aKkorieid Toio. KitiHiYHO 3aXBoplo-
BaHHSI TIPOSIBIISIETHCST TaXiapUTMIsSIMM TTPABOIILTYHOYKO-
BOTO T€HE3y, CUHKOIE, PO3BUTKOM MPaBOILTYHOUYKOBOI
cepleBOl HeIOCTaTHOCTI.

Hekxomnaxmuuii miokapo 1i602o uiiyHouka — CIIafKoBe
3aXBOPIOBAHHS, SIKE TMPOSIBIISIEThCSI BUPAKEHOIO Tpabe-
KYJISIPHICTIO JIiBOTO IIUTyHOUYKA Ta INIMOOKUMU MiXTpaoe-
KYJISIDHUMM IIUIMHAMKM — «Ty04dacTuii Miokapay». Ilpu-
YHOIO XBOPOOU BBaXKAETHCS MOPYIICHHSI €HIOMioKap-
NiaJIbHOTO TeHe3y Ha 5-8-My TIXKHiI BHYTPIIITHBOYTPOO-
HOTO PO3BUTKY. YCITaJKyBaHHSI ayTOCOMHO-IOMiHAHTHE,
34eruieHe 3 X-XpOMOCOMOIO, MyTallil BigOyBalOThCs
B TeHax, $IKi KOAyIoTh OUTKM TadaszuH, o.-AUCTPOOpPEBIH
Ta iH. Y memiaTpii pigKo TparuisIeThCs SIK i30JbOBaHA
¢dopMa, yacrillie B MMOEAHAHHI 3 CeNTaIbHUMU IedeKTa-
MU, OiKyCITiZATbBHUM aopTaIbHUM KJIalTaHOM, TETPAIo0
®amo Tomro. TakoxX BiI3HAYAETHCS YacTe MOEMHAHHS
3 HEBPOJIOTIYHUMU 3aXBOPIOBAHHSIMM — EIILJIETICIEIO,
TIOTOHI€EI0, MiOIAaTiel0, META0OJIYHUMU pO3JIagaMU Ta
TaToJIorielo MiToxoHApii. ITposiBaMu XBopoOu € apuT-
Mii, TpoMO0eMO0JTii, ceplieBa HEIOCTATHICTb.

o nepsunHux OeceHepamueHux YpajdceHb NPOGIOHOI
cucmemu cepys HajuexaTb xBopoba Jlenerpa (Lenegre),
CUHIPOM CJIaOKOCTi CUHycoBoro By3ia. Ilim yac mux
3aXBOPIOBaHb BiJI3HAYAETHCS ayTOCOMHO-TOMiHAHT-
HUIA TUTT YCITaAKyBaHHs. XBopoba JIeHerpa xapakrepu-
3YETHCS TIPOrPECYIOYUM TTOPYIIEHHSIM IIPOBiIHOCTI iM-
nysbeiB y cuctemi Iica — Ilypkin’e (His — Purkinje),
110 TTPU3BOIUTH 10 OpaauKapii, CHHKOIIE.
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Ta6bnuusa 1. Dopmu kapgiomionatin (sa garumu M.R. Goldman, C.A. Bouche, 1980)
Hopma AunarauiiHa FineprpodgiuHa PectpuxktuBHa
Cucrona /
Aiacrona

Ilamonocia ionnux kauanie — Tpyla CHagKOBUX 3a-
XBOPIOBaHb, MPUUYMHOIO SIKMX € MYyTallil B TeHaX, 110
KONYIOTb ITPOTEIHU HATPiEBUX Ta KalieBUX KaHaiB. J[o
L€l TpyIM HaJlexXaTb CUHAPOM MomoBxkeHoro QT, cuH-
npoMm BkopodeHoro QT, cunmpom bpyrama (Brugada)
(6yiokaga mpaBoi HixXKKHU ITydka ['ica B moeiHaHHi 3 eJie-
Baitieto cermeHTa ST y BinBeneHHsix V1-V3) ta karexoJ-
aMmiHepriyuHa TmojiiMopdHa LIIJTyHOYKOBAa TaxikKap/ist
(IuUTyHOUYKOBA Taxikapisi, sIka CIPUIUHIOEThCS hizny-
HUM HaBaHTaXXEHHSM a00 eMOUIMHUMU TepeKMBaH-
HsIMU, 0e3 BusiBieHHs1 EKI-mopymieHs 4yu aHaTOMiv-
HUX aHOMaJTiit).

Mimoxonopianvni mionamii CIpUYMHIOIOTHCS MyTa-
missMu B MitoxoHapianbHux HHK (Hampuknan, cuH-
npoMm KepHca — Ceiipa (Kearns — Sayre) abo B reHax,
SIKi KOIYIOTh MTPOTEIHU, TUM CAMMM TPOBOKYIOUM I1O-
PYIIEHHST MiTOXOHAPiaJIbHOI CTPYKTYPH Ta (DYHKIILl.

HaobyTi cTtpec-inaykosani KMII Bimowmi 11e mig Ha3-
Boto KMII Takoity6o (TpaH3UTOpHE KyJenoaiOHe po3-
IIUPEHHS BEPXiBKM JIiBOTO MIJyHOYKA; BiJ SITIOH.
«takotsubo» — macTtka Jyist BocbMuUHoOTa). [TposiBASIOTH-
Cs parTOBO BUHUKAIOUOIO CUCTOIYHOIO TUCHYHKIIIEIO
JIIBOTO IIUTyHOYKA y BinmoBiab Ha ctpec. Ilpu oMy
XapaKTEpHOIO € IIBUAKA HOpMaJli3allisl CTaHy CepleBO-
CYIMHHOI CUCTEMHU.

KMII y niteii, HapoIXeHUX Bil MaTepiB, sIKi CTpaxk-
JAl0Th Ha iHCYJIIHO3JIEXKHUM IIYKPOBU iabeT — OnuH
i3 TPOSIBiB reHepasi3oBaHOI OpraHoMerantii.

AunaTtauinHa Kkapgiomionaris

Hunarauitna KMIT (AKMII) — me mporpecyroue
3aXBOPIOBAaHHS, 3a3BUYail HEOOOPOTHE, SIKE XapakTe-
PU3YETHCS PO3LIMPEHHSIM TOPOXHUHU JIiBOTO IIUTY-
HOYKa 0e3 03HaK TinepTpodii, TOPYIIEHHSIM CKOPOYY-
BaJIbHO1 (DYyHKIII i MPU3BOAUTH N0 PO3BUTKY CEPLIEBOL

AUNTSYNANIKAP:3:(24),2013

HenoctatHocTi. JIKMII — HalimomumpeHnima ¢dopma
KapaioMmionariii cepef HiTeid, 3aXBOPIOBAHICTbh CTaHO-
BuTh 0,57 BunankiB Ha 100 000 miTei mopiyHo.

3a eTiosoriuHoo kinacudikauieto JJKMII Bu3HauaroTh:

crnaakoBi hopMu;

imionatnuHi opmu (6e3 OOTSIKEHOro ciMeitHOro
aHaMHe3y);

BTOPUHHI (hopMU.

Cnaokosi (cimeiini) ¢opmu CTAaHOBJISITH MPUOIU3HO
25% sBin ycix Bunangkis JKMII (A. Burke, 2011). Ipu
ayTOCOMHO-JOMiHAaHTHOMY YCTIaJKyBaHHi BUSIBJICHI
MyTallii B FeHax, sIKi KOAYIOTb CKOPOUYBaJIbHI TPOTETHU
capkomepiB (a-Tpornomio3uH, TpornoHinu I, C ta T),
MPOTEiHU Z-JiHili, OiTKM LMTOCKeaeTa ToIo. MeHII
MOLIMPEHUMU € BUITAAKW yCHAAKyBaHHSI, 3YEIJIEHOTO
3 X-XxpoMocoMo10: M’s130Ba auctpodist dromeHa/beke-
pa, nuctpodist EMepi — [peiidyca Ta MiToXoHApiaibHi
Miomnarii.

Cepen emopunnux JAKMII 6mi3bko 25% Bumnankis
CTAaHOBJISATh BIpyCHI MiOKapauTH, Haiyacrine —
€HTepOBipyCU. Y maToreHe3i Ma€e 3HAUCHHS SIK IIpsIMe
ypaXeHHS KapIioMiolMTiB BipycoM, Tak i Bipyc-iHIy-
KOBaHUI 3allayIbHUN TIpolec, SIKUi MOIIKOIKYE Mio-
Kapa. [HimmmMu npuurnHamMu BTopuHHUX JIKMIT € xBo-
poba Jlaiima, TyOepKynbo3, AuUdTepisi, mapasuTapHi,
ayTOIMYHHi 3aXBOPIOBaHHSI, XBOPOOM CHCTEMHU KpPOBI,
€HIOKPUHHI, METa0O0JIiuHi 3aXBOoproBaHHs To110. Oco0-
JIUBO CJIifl maM’siTaTh PO KapJAiOTOKCUYHICTh aHTpa-
uukiinis, y CIIA 30% sunanxis JIKMIT cepen miteii
TOB’sI3aHi caM€ 3 BMKOPUCTAHHSM LIMX MperapariB
(P. Venugopalan, 2012).

BuByatouu cTpykTypy MioKapia B HOpMi Ta MMaTojio-
rii 3a JOMOMOIOI TKaHWHHOI JOIUIep-eXOoKapaiorpa-
¢ii, BUEHI 3aIIpOIIOHYBAJIU 2inome3y 8pP00ICeH020 Hedo-
DPO3BUHEHHS MIoKapda Ai6020 WLAYHO4KA, a caMe BiICyT-
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Ta6nuusa 2. Knacudikauis nepBMHHUX | BTOPUHHUX Kapaiomionarin
(3a aganumm B.J. Maron, J.A. Towbin et al., 2006)

MepBuHHI kapaiomionarii

leHeTMyHO-gEeTEPMIHOBAHI 3MiwaHi

Habyri

lNneptpodiuna KMI

ApHTMOreHHa AUCNAsis NPABOTO LUTYHOHKA
HekomnaktHui Miokapp, niBoro wwnyHouka
MNepeuHHI fereHepaTHBHI ypaXKeHHs npo-
BiAHOI CMCTeMM

XBopobu HaKOMMUYEHHS 3 NEPBUHHUM
YPOXEHHSIM cepus

Matonorii ioHHMX kaHanie

Matonorii MiToxoHApiH

OunatauiMHa
PectpukTneHa

3ananbHi

Crpec-ingykoBaHi

Taxikappgis-iHoyKoBaHi

Y niten Big MaTepis, sKi CTPAXAQIOTb HA iHCYNIHO3ANEXHUH
niabet

Micnsanonoroei

BropuHHi kappgiomionarii

IHdinbTpaTHBHI

AMinoinos (nepeuHHMIM, BTOpUHHMIA), xBopoba lowe (Gaucher), xeopoba lfypnep
(Hurler), xeopo6a Xantepa (Hunter)

XBopobu HakonMueHHs

lemoxpomaros, xeopoba Pabpi (Fabry), rnikoreHosu (Il Tun, xsopoba Momne
[Pompe]), xeopob6a Himana — Mika (Niemann - Pick)

TokcuuHi

Jlikapcbki npenapati, XiMiuHi areHTH, Baxki meTanu

Enpomiokapgianbhi

EnpomiokapaianbHmii pibpos, rinepeosnHodinbHuMi cuiapom (eHpokapamt Jlednepa [Loeffler])

3anansHi Capkoigos

EnpokpuHHI nopylueHHs
akpomeranis

Llykpoeui giaber, rineptupeos, rinotMpeos, rinepnaparMpeos, GpeoxpoMoLUTOMA,

Kapagio-dauianbHi

Cungpom HyHan (Noonan), neHTuritos

HeeponoriuHi, Hepeoeo-mM’a308i

Arakcis Ppigpeitxa (Friedreich), M’ sa3osa auctpodis diowena/bekepa (Duchenne/
Becker), m’s3oBa guctpodis Emepi — peindyca (Emery — Dreifuss), MioToHiuHa auc-
Tpodis, HelpodibpomaTos, Ty6epo3HMiA cknepos

HepocratHictb xap4oB1x pe4oBuH

HepocratHicTb KApHiTUHY, ceneHy, TiaMiHy; KBaLliopkop

AyToiMyHHI XBOpO6M

CHCTeMHMIA YePBOHMI BOBYAK, EPMATOMIO3MUT, PEBMATOIAHMI APTPUT, CKNepoaepMis

EnextponiTtHi nopyLieHHs

YcknapHeHHs xiMmio-, peHTreHoTepanii

Tabnuusa 3. TeHomHa knacudikalis cnagkoBux
Kapgiomionarii (za G. Thiene, 2004)

Kapaiomionarii
uuToCcKeneTa

OunarauiiHa kapaiomionaris, apuTMoreH-
Ha AMCNNasis NPABOro LWYHOUKA

linepTpodiyHa, pecTpmKTUMBHAO KapAioMmi-
onaris

Kapaiomionarii
capkomepis

CuHppom nogosxeHoro QT, cuHapom
ykopoueHoro QT, cuHapom bpyrapa
(Brugada)

Kapaiomionarii
IOHHMX KaHaniB

HOCTI «CTPIYKOIOMIOHO» CTPYKTYPH Ta «TBUHTOITOLI0-
Horo» ckopoueHHs sk npuunHu JIKMIT (I B. Kauios
Ta iH., 2011). Cnoctepiraioun 3a CKOPOUEHHSIM Ceplst
I yac ornepalliii, KapaioXipypry BiI3Ha4alOTb CKOPO-
YEHHSI CeplLsl «II0 CHipaii», TOOTO MPOTUIEKHUI Ha-
MPSIMOK BEKTOPIiB PYXy Kap[iOMiOLIUTIB y Oa3aJibHUX
I amikaabHUX Bigminax. TakuM 4MHOM 3a0e3I1euyeThCs
MaKCUMaJIbHO €(EeKTUBHUU cepleBuid BUKUA. Y pasi
JKMII nonepeaHbo 3MiHEHUI MioKapHd yTpadya€e 31aT-
HIiCTb IO CITipaJIbHOTO, «TBUHTOIIOAIOHOIO» CKOPOUYEH-
HS BHACHiJOK iH(pEKUiHHUX, TOKCUYHUX Ta IHIIUX
BILJIUBIB.

PosimpeHHs1 TOpoXXHUHU JIiBoro (piniie mpaBoro)
IITYHOUYKA MPU3BOAMUTH IO TMOTOHIIEHHSI CTiHOK, BTO-

PWHHOI KJIalTaHHOI perypriTallii, 3HU>XXeHHST MioKapi-
anbHOI TNepdysii, 110 CIpUse MONIKOIKEHHIO MiOI-
TiB. [Tpu JIKMII BinOyBa€eThCsl 3HMXKEHHST CUCTOJIIYHOL
GyHKIIi, MpU LBOMY 30iIbIIYIOTHCS KiHIIEBO-CHUCTO-
JIIYHUK Ta KiHLEBO-AiacTONiYHUM 006’eM. PaHHiMu
KOMITEHCAaTOPHUMM MeXaHi3MaMU € 30iJIbIIeHHS yaap-
HOro 00’eMy cepls, 3TifHO i3 3aKoHOM PpaHka —
CrapJjiHra, Ta 4acTOTH CEpLEBUX CKOPOUYEHb y TIOE-
HaHHI 3 MiABUILEHHSM TOHYCY NepucepudHUX CyIvH.
Kpim 11boro, BUSIBJISIIOTH 3MillIEHHSI KPUBOI TUCOIiaLlil
reMoryio0iHy BrnpaBo. [1poTe 11i KOMIeHcaTOpHiI Mexa-
Hi3MU IIBUIKO BUCHAXYIOTbCS y TalieHTiB i3 JIKMIT i,
B CBOIO 4epTy, MPU3BOASTH O MOMAJBIIOTO IMOIIKO-
JKEHHSI KapaioMioUUTiB. 3HUKEHHS CEpLIeBOrO BUKHU-
Iy i 3MEHIIeHHs Tnepdy3il BHYTPIllIHiIX OpraHiB Mpu-
3BOMSITh /IO aKTUBAllili HEUPOTyMOpaJIbHUX MEXaHi3-
MiB — CTUMYJISALII aApeHepriYHOT HEPBOBOI CUCTEMHU Ta
PEHIH-aHTiIOTEeH3UH-AJIbIOCTePOHOBOI cucteMu. Omn-
HaK JOBrOTpUBAJIC MiABUIIEHHS PiBHIB AOMaMiHy Ta
HOpaJpeHaJiHy B KPOBi ITOCTYNOBO IMPU3BOAUTL 10
3HIXKEHHS YYTJIMBOCTI BiITIOBiITHUX PELIENITOPiB, TOOTO
IO TIOJAJIBIIIOTO 3HUKEHHS ceplieBoro BUkuay. Brucoki
PiBHi KaTeXxoJaMiHiB € KapJiOTOKCUYHUMM i CIIPUSIIOTh
MIPOTrPECYBAaHHIO XBOPOOU. 30iJIBIIYETHCA CEKpellis
HATPilypeTUYHUX MTENTUAIB — iHTi0ITOPIB aTbAOCTEPO-
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HY, SIKi BUKJIMKAIOTh Ba30AWIATALII0 Ta 30iJbILIEHHS
niypesy. Taka BiIIlOBiIb OpraHi3My Ha 3HUXXEHHS Cep-
LIEBOTO BUKUIY TPU3BOAUTH A0 IIBUAIIOTO PO3BUTKY
CepleBOil HEJOCTATHOCTI.

Ilouamok 3axeoproeanHs 3a3BUYali TTOCTYIIOBUI, KJTi-
HiYHi TIPOSIBM TIOB’SI3aHi 3 PO3BUTKOM CEPIIEBOi HEO-
CTaTHOCTI, MpoTe MPpUOIU3HO Y 25% BUMAIKiB Bin3Ha-
4aloThCsl CUHKoMe abo pamnToBa cMepTh. HaltuacTimm-
MU cKapeamu € TPYIHOILI ITiJT YaC BUTOJOBYBAHHS TUTH-
HU TPYAHOTO BiKy, IIBUAKAa CTOMJIIOBaHICTb,
HeJOCTaTHIl HaOip MacH Tijla, MITIIMBICTh, 3HVKCHHS
niypesy. HacTo crocTepiraloTbCsl pecIipaTOpHi Mposi-
BM — TaXilTHOE, JUCITHOE, KallleJIb. XBOPi MOXYTh CKap-
JKUTUCS Ha OiJTb Y XXMBOTI, HyIOTY, OJTIOBaHHSI TOIIIO.

Ilin 4yac o6’exkmuenoco obcmedicenHss BUSIBASIIOTH
aKpolliaHO03, TaXiKapdilo, HU3bKUI apTepiaIbHUI THUCK,
MyJibcallilo SIpEMHUX BEH, CIA0KUU mepudepudHuii
nyabce. [1py manbnanii Bin3dHayamOTh pO3IUTHMN ceplie-
BUii TiolToBX. [IpoBemeHHs MepKycii ceplsl Ja€ 3MOTy
BUSIBUTU 3MIlLIEHHS MeX BiTHOCHOI CeplieBOi TYIOCTi
B yci 6oku. Ilig yac ayckynpTallii ceplisl BiI3Ha4yaloTh
PUTM Tajiomny, IIyM BiTHOCHOI HEJOCTAaTHOCTI MiTpasib-
Horo abo TpUKYCIigaabHOTO KiaamnaHiB. [Ipy aycKysb-
Tallil JIeTeHb BUCTYXOBYIOTb XOPCTKE AUXaHHS, XpUIIH,
KpemiTaliito. Y pa3i BUpaXxeHoi ceplieBOi HeI0CTaTHOC-
Ti 3a TIPaBOILTYHOYKOBMM TUIIOM CITOCTEpIiraroTh Ha-
OpsIKM HUDKHIX KiHIIBOK, TeraToMerailo, acliuT.

V¥ pazi nmino3pu Ha IKMII HeoOXigHO TTpoBeCTU 00-
CTEXXEHHS, KOTPEe BKIIIOYAE:

J1abopaTopHe OOCTEeXKEHHSI:
3araJibHUAM Ta 0iOXiMiYHUI aHAJTi3U KPOBI;
BU3HAYEHHS KapJialbHUX OioMapKepiB;
IHCTpyMEHTAJIbHE OOCTEXKEHHSI:
EKI, ExoKI, pentreHorpagiro opraHiB rpyaHoi
TTOPOXHWHU;
iHKOJIM Tpu3HayaloTh aHriorpadito, MPT,
KaTeTepu3allito MOPOXHUH CepLIs, PalioOHYKITiMHI
JOCITiIKeHHs, OioIICilo MioKap/a.

Hnst AKMIT He xapakTepHi Oyab-siKi crienuiuHi s1a-
oopamopri 3minu. TlpuckopenHs1 IIOE, migBuieHHs
piBHA C-peakTMBHOIro OilKa CIIOCTepiraroTh y pasi ro-
cTporo Mmiokapauty. B pasi BUpaxkeHOi ceplieBoi Hemo-
CTaTHOCTI BiI3HAYaIOTh 3MiHU Y BOAHO-EJIEKTPOJIITHOMY
0OMiHi Ta KUCJIOTHO-OCHOBHOMY cTaHi. [TinBuiiieHuii pi-
BEHb TPOIIiHiHY, KpeaTWHKiHa3W, KpeaTWHKiHa3u MB
CBilUaTh Ha KOPUCTb MiOKapauTy, M’ SI30BUX TUCTPOiii.
TakoxX BUKOPHUCTOBYIOTH CEpPOJIOTiUHi HOCHTiIKEHHS,
SIKIIIO € ITigo3pa Ha iH(eKUiliHy eTioJIorito, TeHEeTUYHi
Tecty — Tipu cnanakopux JIKMII. BuzHauaroTh HasIBHICTh
CTielM(IYHUX LIMPKYTIOI0YMX aHTUTL (AaHTUMIO3MHOBMUX,
AHTUMITOXOHAPIATIbHUX, aHTUTL 10 3-aIpeHO0I0KATOPIB
1 afleHiIHHYKJICOTUIHOTO TPaHCJIOKaTopa).

EKT-3minu TakoX He € cnieuudivHumMu. BUsSBaSIIOTH
CUHYCOBY TaxiKap/ilo, 03HaKHu MepeBaHTaXKeHHs JIiBO-
IO IIUTyHOYKa, TOPYILIEHHS pUTMY Cep1isl, BHYTPIllIHbO-
IIUTYHOYKOBOI MTPOBiTHOCTI, 3MiHM iIlIEMiYHOTO reHE3Yy.

3nebinbiioro nmposeaeHHsT ExoKI moromarae BCTaHO-
BUTHU AiarHo3. JIunsiTalis JiBoro 1ITyHOUYKa, 30iIbIIeHHS
KiHILIEBO-CHUCTOJIIYHOIO Ta KiHIEBO-IiaCTOJIYHOIO PO3-
MipiB cepiisl, Audy3Ha TiMOKiHe3isI CTiIHOK, 3HWXKEHHS
(bpakiiii BUKUIY € TOTOBHUMU KPUTEPIisSIMU AiarHo3y. Jlo-
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TUIEPiBChKE MOCIIKEHHS Ja€E 3MOTY BUSIBUTHA HEIOCTAaT-
HIiCTb MIiTpaJIbHOTO Ta/ab0 TPUKYCITiNAJIBHOTO KJIATaHiB,
O3HaKM JIETeHEeBOI TinmepTeHsii. [HOmi crocTepiraloThes
TPOMOMU B JIIBOMY Iepecep/li Ta BEpXiBLli JIiBOTO IILTYHOU-
Ka. BaxxmBe 3HaueHHs1 Mae ExoKI' m1s1 mpoBeaeHHS 11~
(bepeH11iitHOT TiarHOCTUKY 3 YPOMKEHUMU Ta HAOyTUMMU
BalaMM CEPIIs, TAMIIOHAIOIO CepLIs TOIIIO.

Penmeenoepama opraHiB TpyaHOI MOPOXHUHU JA€E
3MOTYy BU3HAYWUTM KapAioMerajilo Ta O3HaKM 3acTolo
B MaJIOMY KOJIi KpOBOOOITY.

Aaroputm giarHoctuku JKMII y nmiteir 3a
P. Venugopalan (2012) nmogaHo B Ta6nuui 4.

Oco6nuBicTio BeneHHs xBopux aiteit i3 JKMII Ha
CyJacHOMY eTarli € BiICYTHiCTh 000B’S3KOBOr0 o0OMe-
KeHHd (i3HIHMX HaBAHTaXKeHb. 3BMYATHO, TAKUM JiTsIM
MPOTUIIOKA3aHO OpaTH yyacTh Y CIIOPTUBHUX 3MaraH-
HSX, TpodeciiiHo 3aiiMaTHCs CIOPTOM, MPOTE pery-
JISIpHI TpeHYBaHHSI, alekKBaTHi JJisI CTaHy XBOpPOTO,
3HAYHO MMiABUIYIOTh TEPEHOCUMICTh (hi3MUHUX HABaH-
TaXXeHb i, BIATIOBIAHO, AKiCTh XUTTs. JlieTa Mae 3a0e3-
TIeYyBaTU MOBHOILIIHHE Ta BUCOKOKAJIOpiiiHE XapuyBaH-
Hs. BXXuBaHHS pimMHU Ta COJIi OOMEXYEThCS JUIIIE
y BUITAJIKy BUpaXeHOI CeplieBOI HEJOCTATHOCTI.

MeaukaMeHTO3HA Tepamis CIpsSMOBaHa Ha 3aro0i-
raHHS MPOrPEeCYBaHHIO CEPLIEBOI HEJOCTATHOCTI Ta pe-
MOJICJIIOBaHHSI CepLIEBO-CYAMHHOI CUCTEMU, 3MEHILICH -
HSI BUPaXXEHOCTi CUMINTOMATUKU TOIO. 3a3BUYail 3a-
CTOCOBYIOThCSI JIiypeTuKH, iHrioiropu AIIP, 6aokaro-
pu B-agpeHopeuenTopiB. JiypeTuuHi mnpemnapaTtu
3MEHIIYIOTh Tepe- Ta MOCTHABAaHTaXXEHHSI, KiHIIEBO-
JIiaCTOIYHMUIA TUCK, 00’€M JIiBOrO IIUTYHOUKA I 3acTiit
KpOBi B MaJloMy KoJi KpoBooOiry. EdexT Bin ix 3acto-
CYyBaHHSI TIPOSIBIISIETHCSI 3MEHILICHHSIM HaOpSIKiB, IO-
JUMIIEeHHAM (QYHKIiT AMXaHHS, MiIBUIIEHHSIM TOJe-
PaHTHOCTI IO HaBaHTaXEHb.

IHricitopu AT1I®, 6;10Ky10UM peHiH-aHTiIOTEH3MHOBY
CHUCTEMY, 3MEHIIYIOTh IPOAYKIIiio aabaocTepony. ITpu-
oM iHri6iTopiB AII® nae 3Mory 3MEeHIIUTH MOCTHA-
BaHTaXXCHHSI JIiBOro ILIJIyHOYKA, MepUpepuIHU Cy-
JIUHHUIA OIlip, CUCTONIYHMN i AiacTOJIYHUI 00’eMu
JIIBOTO IIUTYHOYKA, 30UIBIIUTA CepLIEBUI BUKUI, YIO-
BIJIbHUTH MPOLIECHU MPOrpecyBaHHs AUCHYHKIIII JiBOTO
IIUTYHOYKa.

brokatopu [-aapeHopelenTopiB 3a0e3MeuyoTh
0Jiokany HeWpPOSHIOKPUHHUX CUCTEM (cuUMIaToaape-
HaJIOBOI, aJIbAOCTEPOHOBOI TOILO), 3aXWUIIAIOTh Mio-
KapHOiOLUTU BiJ, TOKCUMYHUX BIUIMBIB KaTeXOJIAMiHiB,
3MEHIIYIOTh YacTOTYy CEpLIEBUX CKOpPOYEHb i MaloTh
aHTUApUTMIiUHY Aito. [Tpy HAasIBHOCTI BiAMOBIAHUX TTO-
Ka3aHb JOUIJbHUM € MPU3HAYEHHSI aHTUAPUTMiIUHUX
TpernapariB, CeplieBUX INIIKO3UAiB, iHTi0iTOpiB octo-
JiecTepa3y, aHTMKOAryJIsHTIB Toio. IlamieHTtam i3
KapHITUHOBOIO HEIOCTATHICTIO IpU3HAYAIOTh IIperia-
paTtu KapHiTUHY. Ha cboromHi BUBYa€ThCS MOXKIUBICTh
3aCTOCYBAaHHS KOEH3UMY Q,  Ta TODMOHY POCTY B IiTeid
i3 AKMIT (P. Venugopalan, 2012).

Ho mnaniaTUBHMX XipypriyHMx omepaumjiii HajexXaTb:
nmpoueaypa Batista (pe3exuis rimepTpodoBaHUX
M’s13iB), KapAioMioIUlacTMKa, YacTKOBAa BEHTPUKYJIO-
€KTOMisl JIiBOro IIIYHOYKA, BaJbBYJIOILJIACTHKA, iMII-
JJaHTalisl KapaiocTuMysisitopiB. TIpoBoasiTbest moCii-
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JKEHHSI MOXXJIMBOCTI BUKOPUCTAHHS CTOBOYPOBUX KJTi-
TUH, KJIITUH-TIONEPESAHNKIB KapaiOMiOLIUTIB.

IIporno3 3axBOpIOBaHHA 3aJICKUTHb Bil €TiOJOTii
AKMII, y Bunaaky BTOpUHHUX (HOPM — Bil MOXJIH-
BOCTi €(eKTUBHOIO JiKyBaHHSI OCHOBHOI XBOPOOWU.
Yacrora BUManKiB cMepTi a00 HEOOXiTHOCTI B TpaHC-
IIaHTalii cepus cTaHOBUTL 31% depes 1 pik mmicis
BCTAHOBJIEHHs mdiarHo3y, 46% — uepe3 5 pokiB
(R. Spicer, 2011).

3arajioM, y Mali€HTIB i3 pedpaKTepHOIO CEpLIEBOIO
HEIOCTATHICTIO ONTHUMAJIbHMM METOIOM JiKyBaHHS
€ TpaHCIUIaHTalis cepus. [TpolieHT BUKMBAHHS ITiCIIs
TiepeHeCceHO1 TpaHCIUIaHTAallii ceplisl cepen IiTeit yepes
1 pix csrae go 77%, depe3 5 pokiB — 1mo 65%
(P. Venugopalan, 2012).

FnepTpodivuHa Kapaiomionarisa

lineprpodiuna kapmiomiomnartis (C’KMII) — rene-
TUYHO N€TePMiHOBAHE 3aXBOPIOBAHHS 3 TEPEBaXHO
ayTOCOMHO-JOMiHAHTHUM TUIIOM YCMAAKYBaHHS, sSIKe
XapaKTepU3y€eThCs TinepTpodieto Miokapaa Ta aiacto-
JigHoto gucdyHkuiero. 'KMII € HaityacTilowo mpu-
YUHOIO PalTOBOI CMEPTi cepel MiTiTKIB TiJ yac ¢i-
3UYHUX HaBaHTaxeHb. YacToTa BUMAIKIB 3aXBOPIO-
BaHHS B CIIA craHOBUTH NMpUOJN3HO 3-5 BUMAIKiB
Ha 1 muH gutsadoro HacejqeHHs (C. Miyake, 2011).
OsHaku rineptpodii Miokapaa BUSBISIOTECS Y 25%
ponuuiB xBopux Ha 'KMII mepioro crymeHs cro-
PiTHEHOCTI.

Onucano noHan 400 myTartiit B 15 reHax, siki KOTyIOTh
BakKi aHIioru miosuny (MYH?7), Mio3uH-3B’s13y10unii
npotein C (MYBPC), akTuH, TpPOIOMiO3UH TOIIIO.
V¥V 50% xBOpUX BOAEThCS MPOCIIIIKYBaTH ayTOCOMHO-/0-
MiHAaHTHUU XapakTep yCHaaKyBaHHS ITil yac MPOBEACH-
H$I FeHeaJIoTiYHUX JOCIiKeHb; iHIITi BUNaAKU TTOB’ I3aHi
3i CITOHTAHHUMM MyTalisiMU. Pi3Hi KJIiHIYHI TIpOSIBU
XBOpPOOU TOSICHIOIOTh BapiaOesbHICTIO ITeHEeTpalli Ta
€KCITpeCii, a TAKOX HAasIBHICTIO MyTallill y reHaX-MOJIu-
¢dikaTopax. [ToemHaHHS MyTalliii BOX YM OiIbllIe TeHIiB
KJIIHIYHO TPOSIBIISIETHCS TSDKYUM TepediroM XBopoou.

Tunosi namoeicmonoeiuni 3naxioku npu 'KMII: ri-
nepTpodisl KapaioMiOIUTIB i TOPYIIEHHS Opi€HTallil
M’SI30BUX BOJIOKOH, BOrHUIIA (hiOpo3y it pyOI1IeBi 3MiHU
BHACJIiIOK HeKpo3y Miokapnaa. I[lepBuHHE ypaxkeHHS
KapIiOMiOIIMTIB YHACHiAOK MyTalliif y reHax Mpu3Bo-
JIUTH OO 301IblIEHHS HaBaHTaXXeHHs Ha IHTaKTHi Mio-
(iOpunu, BimOyBaeTbcsl iXHSI KOMIIEHCATOpHA Tilep-
Tpodisi. 3MiHa HaBaHTaXXEHHSI HAa MioKapJ y CBOIO
4yepry Bele J0 YIIUIbHEHHS MO3aKJIITUHHOTO MaTpUK-
Cy — KOJIAaT€HOBOI CiTKM, KOTpa CKJIATAEThCS 3 Koyare-
Hy Ta OiJIKiB, IKi 3B’SI3yI0Th KOJIar€HOBY CITKY 3 MeOpa-
HOIO KapaioMioliuTiB i Miodidbpui. TToganbiie yirias-
HEHHSI MaTPUKCY U BiIMOBiAHE TiABUIIIEHHS MTPYXKHOC-
Ti TOJIETIIYE CKOPOYEHHsS T 4Yac CUCTOJU, aje
YTPYJIHIOE HAMTOBHEHHSI KaMep Ceplis IMilT yac AiacTOJU.
CucrtoniyHa ¢dyHkuiss npu TKMII He mopyuryeThes,
MOTiPIIYEThCSl AiacToMiuHa (YHKILiSI, MiJBUILYEThHCS
KiHIIEBO-1iaCTOJIIYHUI TUCK Y JIIBOMY IIUTYHOUKY. Kpim
TOTO, TinepTpodist iHTpaMypaJIbHUX BiJIiiB KOPpOHAp-
HMX CYIWH CIIPUYMHIOE ilIEMil0 MiOKapAiOlUTIB Ta iX
MoAaJIbIIe YIITKOIKEHHS.

I'KMII xapakTtepusyeTbesl TinmepTpodi€ro JiBoro,
pifilie MpaBoro IMUTYHOUKIB ceplisl 0e3 03HaK TillepTeH-
3ii a00 BPOIKEHUX Baj, YaCTO BiI3HAYAETHCS acuUMe-
TpUYHA TinepTpodiss MiXIIUTyHOYKOBOI MEPETOPOIKH,
sIKa IPU3BOAUTH IO OOCTPYKILii BUXiTHOTO TPaKTY JiBO-
ro nutyHouka. ITomanbiie 3By>keHHSI BiIOyBa€eThCS BHA-
CIAOK CHMCTOJIIYHOI anmpoKcuMallil mepeaHboi CTYJIKU
MiTpaJbHOTO KJlarnaHa (aHOMajibHe MPUOJUXKEHHS) 10
rinepTpocoBaHoi 6a3aJbHOT YACTUHU MIiXIILTYyHOUKO-
BOi Teperopoaku. MOXIUBAUMU TPUYMHAMU I[bOTO
SIBUIIIA € 3MiHA Opi€HTallii MamiIsIpHUX M’SI3iB yHacCJTi-
JIOK TinepTpodii Mmeperopoak, aHOMajJibHEe MOJIOXKEH-
HsS MiTpaJbHOTO KijamaHa, edext bepHymui
(Bernoulli) — 30iibIIeHHST TUCKY KPOBi Yepe3 3BYyXe-
Huii otBip. Taka hopma 'KMII Mae Ha3By o6cmpyk-
muenoi (TOKMIT), Tpannsietbest y 25% XBOpUX y cTaHi
CIOKOI0 Ta y 35% XBOPUX ITiJ 4ac MPOBEIEHHS TTPOBO-
KaliHux 1po0. Ha chorogHi BeaeTbcsl AUCKYCis, YU
e TOKMII okpemMowo HO0300J0TiyHOIO (hOopMOIO abo
3K OUTBII Mi3HBOIO CTaiel0 3axBoproBaHH. CUCTOMIU-
HUIA TPaliEHT TUCKY HA BUXiZHOMY TPaKTi JiBOTO IILTY-
Houka — enrHa o3Haka [OKMII. ITpu 'KMII po3mi-
Py TIOPOXHUH IIUIYHOUKIB HE 3MiHIOIOTBCSI, a0O Bif-
3HAYAEThCS IXHE 3MEHIIIEHHSI.

Ilamogbizionoeis TKMII i noci He € TOBHICTIO BUBYE-
HOIO, TIPOBOMASITHCS JOCTIMKEHHS i3 BUKOPUCTAHHSIM
HOBITHiX TeXHOJIOTiil. SIcKkpaBUM MPUKIAJAOM € BUKO-
pUCTaHHSI €JIEKTpOAHATOMIYHOIO KapTyBaHHSI 30Yy-
JUKEHHSI JIIBOTO LIIJTYHOUKA B PEXUMi peaibHOTO Yacy,
sIKe TI0KAa3aJI0 3alli3HeHHSI CKOPOUYEHHSI BEPXiBKU IIIOA0
BUBiIHOro TpakTy. ToOTO mia 4ac CKOPOUYEHHS BUBIiI-
HOTO TPaKTy 3BYXYETbCS HOTO OTBIp, i MOTIK KPOBi MpH
MOJATBIIOMY CKOPOUYEHHI aIliKaJibHOI YaCTUHU MPOXO-
JIIUTh yXe 4epe3 3ByxkeHuit oTBip. Kpim Toro, 1ie mpu-
3BOAUTH A0 OUIBII Mi3HBOTO CKOPOYEHHS TMaIMiISIpHUX
M’$13iB, 1110 CITIPUUMHSIE MITpaJIbHY PETrypriTallito pi3HO-
ro cryneHsa (I.B. Kuumos, 2009). Takuit acuHeprizm
CKOpPOUYEHHS Pi3HMX AISIHOK MioKapjaa IOB’sI3aHUI i3
TOPYIIEHHSIM IIIBUIKOCTI TPOBEAEHHS IILTYHOUKIB.

Kniniuni nposeu xeopobu — Bin 0€3CUMIITOMHOTO I1e-
pediry 1o mporpecyrodoi cepleBOoi HeIOCTaTHOCTI abo
panToBoi cMmepTi. Ha xanb, panToBa cepiieBa cMepTh
yacto € nepmuM mnpossoM 'KMII. YV 80% sunankis
MpUYMHOIO € pidpwsList nuTyHOUKiB. CaMe ToMy Te-
HETUYHEe 0OCTEXKEHHSI POIUYIB IEePIIOi TeHepallii XBo-
pUX i MpU3HAYEHHS BiAMOBiAHOI MPOGiTaKTUYHOI Te-
parii Mae nepiroyeproBe 3HaueHHs. Cepel cKapr, sIKi
MaroTh xBopi Ha 'KMII, HalimommupeHinmmMmu € 3a-
JAIIIKA, 110 CBiTYUTH MPO MiABUILIEHUN TUCK Y MaJIOMy
KOJIi KpOBOOOIry, CUHKOIE Ta MPECUHKOIe — O3HAKU
TPUBOTHU, TMOB’sI3aHi 3 HEaJeKBaTHUM CEepLEBUM BUKU-
JIOM ITim 4yac ¢i3MyHOro HaBaHTaxkeHHs. HasiBHicTH
cuHkone B mimniTKiB i3 TKMII e ¢akTopom pusuky
panToBOi CepleBOoi cMepTi i moTpedye ameKBaTHOTO
JikyBaHHs1. CKaprd Ha cepleOMTTS CBimyaTh Mpo pi3-
HOMaHITHI TIOpYILIEHHS pUTMy U moTpedyiorh EKI-
koHTposto. s manieHTiB i3 TOKMII xapakTepHUMU
€ CKapru Ha 3allaMOpOYeHHS ITia Jyac (pi3MYyHOro Ha-
BaHTaXEHHsI, PI3KOTO Mepexoay 3 TOPU30HTATBLHOTO
MOJIOXXEHHS, akTy Aedekailii Tomo. [IpuunHu — 30i1b-
IIEHHS Tpali€eHTa TMCKY Ha BUXiTHOMY TPaKTi JIiBOrO
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IIUTYHOYKa, 3MEHIIEHHs Tepdy3ii TOJJOBHOTO MO3KY.
[HIIMMY MTposiBaMU € OiTb Y IIJISTHIL Ceplisl, TTOB’ I3aHU M
3 ilIeMi€ero Miokapaa.

ITin yac ayckysnbraliii cepiisi MOXHa BUSIBUTH PO3-
HIETIJIEHHSI JPYroro TOHY, PUTM TaJIOMy, MOPYIIEHHS
putmy. CeplieBUll 1IyM, TOB’sSI3aHU 3 OOCTPYKIIEIO
BUMBiTHOTO ITIPOTOKY, € CUCTOJIIYHUM, TPyOUM, i3 MaKCH-
MyMOM Y cepeauHi cuctonu (crescendo-diminuendo);
TOYKa HaWKpalloro BUCJIYXOBYBaHHSI — BepXiBKa
cepug, JiBuii Kpait rpyauHu. Ciin 3ayBaxkuTH, 110 LEH
IIYM XapaKTepU3YEThCS IMHAMIYHICTIO, MIOTO XapakTe-
PUCTUKHM 3ajIeXaTh Bil 00’€MIB TepeaHaBaHTAXKEHHS
JiBoro nutyHouka. Hampukian, ioro iHTEHCHBHICThb
MEHIIIa Mpu TNepeOdyBaHHI AUTUHU Y TOJIOXEHHI HaB-
TIPUCSIIKY, JIexKauyu, Oibllla — IIiJ Yac pi3KOro BCTa-
BaHHSI, HATYyXyBaHHsI. TakoX iHOIi BMCIYXOBYETBHCSI
TOJIOCUCTOJIIYHUM IIIyM MiTpajibHOI HEAOCTaTHOCTI Ta
JacTOMIYHUI 1IyM aopTajibHOI HepocTaTHOCTI. [Tanb-
Tailisi 1a€ 3MOTY BUBHAUYUTU TTOCUJICHHSI, TIOAOBXEHHS
Ta JaTepajizallilo BepXiBKOBOI'O ITOIITOBXY, «IIOABiii-
HUIt» BepxiBKoBUM momToBX. Y pasi 'KMII 6e3 06-
CTPYKIIil BUBIIHOTO TPAKTY JiBOTrO LIIJTYHOUKA KJIiHiYHE
00CTEXXEeHHSI, SIK TIPaBUJIO, € MaJIOIHDOPMATUBHUM.

OcHnosuum memodom diaenocmuxu € déomipua ExoKT,
KOTpa BUSIBJISIE TiMmepTpodito MiIKIIITYHOUKOBOI Tepe-
ropoiku (TOBILIMHA ii MEPEeBUIIYE BiKOBY HOPMY; BU-
3HAYalOTh CITiBBiIHOILIEHHS TOBILMHU MIEPETOPOAKHU A0
3aJIHbOI CTIHKM), 3HMKEHHS 11 eKCKypcii B 6a3aibHOMY
CEerMEHTi, 3MEHIIEHHSI PO3MipiB MOPOXHWHU JIiBOTO
IIUTYHOYKa, aHOMaJbHUI pyX MEpeaHbOl CTYJKM Mi-
TPaJIbHOTO KJalaHa Tollo. 3a AOMOMOTOI0 JOIUIep-
exokapaiorpadii BM3HaualOTh MIBUAKICT MOTOKY Ta
IPafi€HT TUCKY Y BUXiTHOMY TpaKTi JIiBOTO IIUTYHOYKa.

XapakTepHi 3Haxiaku mig yac EKI: o3HaKu rimnep-
Tpodii JTiBOro NUTYHOUKA, BUPAXKEHI MOPYIIEHHS PEIo-
JIsIpu3allii, maToJoriyHi 3youi Q y JiBUX TPYAHUX Bifd-
BeJCHHSIX (301bIIEHHS TTOTEHIliaTy MiXIILTYHOYKOBOI
MeperopoJKn), Pi3HOMAHITHI MOPYILIEHHS PUTMY Ta
NpoBigHOCTI. 1 BUSIBJIEHHSI iHTEPMITYIOUOi aTpio-
BEHTPUKYJISIPHOI OJI0KaIM, NUTYHOYKOBUX YU aTpiajb-
HMX Taxikapmiit 3actocoByoTh EKI-MoHITOpYBaHHS 3a
XoaTepoM.

Karerepuszaiiisi cepiisi 1a€ 3MOry BCTAaHOBUTH CTY-
MiHb OOCTPYKIIii. PEHTreHOJOTiUHI 3HaXiAKU KOJWBa-
I0ThCS Bifil HOPMU 10 30iIbIIEHHS TiHi ceplsl. Y IesIKUX
BUTIAJKaX BUKOPUCTOBYIOTh Pali0i30TOMHY BEHTPUKY-
norpagiro, MPT, Giorcito miokapza.

CTOCOBHO J1a0OpPaTOPHUX AOCHiIKeHb, XapaKTepHUX
3MiH 11t TKMIT He BusiBiieHo. [liarHOCTUYHY LIIHHICTh
MaloTh T€HETUYHE AOCHTIIKEHHSI, BUSBACHHS MyTalliid
y renax MYH7, MYBPC3, TNNT2, TNNI3, TNNCI,
TPMI, ACTC, MYL2, MYL3, CAV3 ta o6cTexXeHHSs
Ha HasIBHICTb XBOPOO HAKOMMUYEHHSI.

MudepenniiiHy aiarHocTUKY TTPOBOASTH, 30KpeMa, 3i
CTEHO30M aopTu. PeTenbHe BUBYEHHSI CiMEMHOTO
aHaMHe3y, MiHJMBICTb CHUCTOJIIYHOTO IIyMy MiA 4Yac
pi3KOro BCTaBaHHS ab0 MpUCiAaHHS, JOKai3allis
IIyMy Ta BiICYTHICTb MOTO ippamiallii cBiqyaTh Ha KO-
puctb I'KMII. TlpoBeaenHss ExoKI' i BusiBIeHHS
ocHoBHUX KputepiiB ' KMII, ocob611uBo aHOMaIbHOTO
PYXy TIepeaHbOl CTYJIKM MITpaJbHOTO KJIaraHa, JO0Mo-
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Mara€e BCTAHOBUTHU MiarHo3. Y MiJTiTKiB-CIIOPTCMEHIB
CIIOCTEPIra€eThcsl KOHILEHTPUYHA TrinepTpodist JiBoro
IIUTYHOYKA 3 BiAMOBIIHWUM 30UIbIIIEHHSIM KiHIIEBO-ia-
cToiyHoro o6’eMy. TakoxX NpOBOAATh AUMEpeHILiii-
HMI AiarHo3 i3 XBopoOaMM HAKOMUYEHHS, €KCTpaKap-
JliaJibHi TIPOSIBU SIKMX Y MOEMNHAHHI 31 cieuudiyHuMuU
JJabOpaTOPHUMU Ta TEHETUYHUMM TECTAMM € KPUTEPisi-
MU 1iaTHOCTUKU.

IManientn 3 TKMII He moTpeOyroTh creliaaibHOL
JIIETH, 32 BUHATKOM PO3BUTKY CEPLIEBOI HEMOCTATHOC-
Ti. Taki malieHTH MalOTh YHUKATU 3HAYHUX (PI3UYHUX
HaBaHTaXXEHb, OCOOJIMBO Ti AiTH, B IKUX Y CIMETHOMY
aHaMHe3i € BUIIaJIKM PaIITOBOI ceplieBoi cMepTi. MeToro
JIIKyBaHHSI € KOpEeKIlisl AiacToiYHOI AUChYHKIIIi, Bi-
HOBJIEHHSI HOPMAJIbHOTO PUTMY CEpIIS.

OCHOBHUMMU mpenapaTamu, 1110 3aCTOCOBYIOTh y Ma-
uieHTiB i3 TKMII, € 61okaTopu B-aapeHOpeLenTopiB,
SIKi 3HUXKYIOTh YacTOTy CEPLIEBUX CKOPOYEHb, MOJO0-
BXXYIOTh TI€piof MiacTOJIYHOTO HAMOBHEHHS IUTYHOY-
KiB, 3MEHIIYIOTh CTYMiHb OOCTPYKIii BUBITHOTO TpaK-
Ty, 3HIKYIOTb TTOTpeOy MioKap/aa B KMCHi TOIIIO.

VY paszi HemocTtaTHbOI €(eKTUBHOCTI [-agpeHo-
0J10KaTOpPiB MpU3HAYAIOTh OJIOKATOPU KaJIbIiEBUX Ka-
HaJIiB, $SIKi, Oe3IrocepeaHbO IiF0UM Ha KapIiOMiOLIUTH,
MOJIIIIIYIOTh AiacTOJiyHe po3cjablieHHsT Miokapnia,
3MEHIIYIOTh CTYMiHb 00CTpyKIlii. [TpoTe ciin 3ayBaxu-
TH, 110 B MALIEHTIB i3 BUPaXXeHOI0 OOCTPYKTUBHOIO Ti-
nepTpodi€lo TOBroTpuBajie 3aCTOCYBaHHS OJIOKATOPiB
KaJIbLI€EBUX KaHAIiB MPU3BOAUTD 10 MiABUIIIEHHS Jia-
CTOJIIYHOTO TUCKY i 3MEHILICHHSI CEPLIEBOTO BUKMUIY.

ITeBHMI1 MO3UTUBHUI e(PEKT Ma€ IPU3HAYEHHS iHTi -
6iTopiB AII®, sKi cnpusitoTh HOpMai3allii 1iacTomiu-
HOi (yHKIIii. BaxJuBo po3yMmiTu, 110 3aCTOCYBaHHS
BUIIICHA3BAHUX TIPEIapatiB JIMIIIE MOMIMIIYE KIiHIYHY
CUMIITOMATHUKY, HE 3MEHIIYIOUM PU3UK PaITOBOI cep-
LIEBOI CMEPTi ¥ He BIUIMBAIOYM HA IPOTHO3 3aXBOPIO-
BaHHS. [Ipy HaIBHOCTI BUPaXEHUX MOPYILIEHb PUTMY
ceplid CJIiJ 3aCTOCOBYBATM BiAIIOBiIHI aHTUAPUTMIiuHi
3acobu. Ha cworogHi mpodinaktvka iHdekiiiHoTO
enpokapauty ripu 'KMII He pekoMeHnoBaHa.

ITporunokazani xsopum i3 'KMII cepiiesi riiko3u-
JIN, OCKiJIBKY BOHU TTOCUJIIOIOTh OOCTPYKIIil0 BUBITHO-
ro TPakTy JIiBOTO LITyHOUKa. iypeTUKu BUKIUKAIOTh
TiMoBOJIEMIiIO i 30UIBIIYIOTh CTYIiHb OOCTPYKIIii, Ba30-
JTUAJISITATOPU — 3MEHIIYIOTh PO3MipH MOPOKHUHMU JIiBO-
ro IUTYHOYKa, CIPUYMHIOIOTH TilIOBOJIEMIIO.

XBOpUM, y SIKUX MEAWKAMEHTO3HE JIiKyBaHHSI HE
MIPU3BOAUTh OO IOJIMIIEHHS KIiHiYHUX CHUMIITOMIB,
pekoMeHIoBaHe Xipypriyne BTpy4yaHHd. Haituactime
BUKOHYIOTh CENTajJbHY MiOKapAeKTOMilo, piaiie — i3
TPaHCMHO3UIIIEI0 MITpaJbHOIO KjalaHa. Y MalLli€HTIB i3
BUCOKMM PU3UKOM PanTOBOI CepIIEBOi CMEPTi 3aCTOCO-
BYIOTh iMIUIAHTAllil0 KapaioBepciitHoOro aediopuisaTo-
pa, SIKUii aBTOMaTUYHO BU3HAYA€E, PO3ITi3HAE Ta KOPEK-
TY€ Pi3HOMAaHITHi TTOPYLIEHHS PUTMY, Taxi- Ta Opaau-
aputmii. IIITyyHi Bomii pUTMy TakoX 3aCTOCOBYIOThb
y xBopux Ha ' KMII i3 nopyiieHHSIMU pUTMY Cepls.

IIporno3 3axBoproBaHHsa HecipusaTauBuii. Haityacri-
IIIe XBOpi panToOBO IOMUPAIOTH IIig 4yac abo ompasy
micasl BaXkKoro ¢isuyHoro HaBaHTaxkeHHsl. Dakropa-
MU PUBKUKY € OOTSKEHUM CiMeHUI aHaMHe3 (BUITaIKU
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panToBOi CEpLeBOI CMEPTi), YacTi CUMHKOIIE, eMi3oau
IIUTYHOUYKOBOI TaxiKap/ii IMi yac mMpoBeAeHHsT XOJTe-
piBcbkoro mMoHitopyBaHHs1 EKI, BupaxeHa rimeprpo-
(is niBOTO NUTYHOYKA, BUCOKUIA TPAIEHT TUCKY Y BU-
BiTHOMY TpaKTi JIiBOrO IUIYHOYKA. 3pPO3YMijio, IO
y xBopux i3 'KMII ykpait BaxKJiInBO NPOBECTU CKPH-
HiHT pOJIMYiB MePIIOi reHepallil. Y [iTel i3 00TsSKeHUM
CiIMEfHUM aHaMHE30M CJlii TMPOBOJUTU KOHTPOJIbHI
EKIT, ExoKI, reHeTnuHe TeCTyBaHHSI.

PecTpukTnBHa Kapaiomionarisa

3a BusHaueHHsIM BOO3, pecTpukTUBHA KapaioMio-
natisg (PKMII) — xBopoba mioKapaa, sika XapakTepu-
3YETHCS PUTIAHICTIO CTIHOK IIUTYHOUKIB, 3MEHILICHHSIM
HAITOBHEHHS i 3HMKEHHSIM JiaCTOJIIYHOTO 00’€EMY OJI-
HOTO 41 000X IIJTYHOYKIB i3 HOPMaJIBHOIO CHUCTOJIIY-
HOIO (PYHKIIi€EI0 U HE3MiHEHOI0 TOBIIMHOIO CTiHOK.
PKMII nposiBasieTbesl HE TUTBKM SIK CAaMOCTilfHE 3aXBO-
pIOBaHHS, ii O3HAKM BUSIBJISIIOTHCS TAKOX y MAlliEHTIB
i3 qungTaniiHolo i rimeprpodiuHoio KMII, capkoino-
30M, aMiJIOig030M, CKJepoaepMielo, xBopooboro loiie,
xBopoboto [yprep, riaikoreHo3amu, rinepeo3nHoMiIb-
HUM CHMHJIPOMOM Ta iH. JIOCTOBipHi JaHi II0A0 MOIIN-
penocti PKMIT neimomi, y CIIIA 1eit moka3HUK cTa-
HOBUTh 2-5% Bin ycix Bunaakie KMII cepen miteid.
OpHak y TpomiuHux palioHax Adpuku, Azii Ta [TiBaeH-
HO1 AMepUKH, Ie eHAOMioKapaialbHUM (hidpo3 € eHie-
MiYHUM, 1€} TTOKa3HUK 3HAYHO BUIIUM.

3neo6inbioro nmpu PKMII emionoeis 3axeoprosanus
3aJUIIaeTbesl HeBimomoro. 3arajom, PKMII moxHa
PO3OUTATYU Ha 2 TUMU: 3 ypakeHHSIM eHIOoMioKapja Ta
3 TIepeBaXXHUM ypaxkeHHsIM Miokapaa. PKMIT i3 niepe-
BaXHUM YPaKEHHSIM MioKap/a B CBOIO Yepry IMOmiJisi-
I0Th Ha HeiH(IIbTpaTUBHI (imiomaTu4Hi, ciMeiHi
(opmu, micas TpaHCIIaHTallii ceplis, AiaOeTU4Hi) Ta
iHDTBTPaTUBHI (aMiN0im03, CapKoig03, FreMOXpoMaTo3,
xBopoba lomie, xBopoba Iypiep). [IpuunHu eHIOMiO-
kaprnianbHux PKMII — eHnomMiokapaianbHuit ¢idpo3s,
rinepeo3nHOMiAbHUNA CUHIPOM TOIIIO.

Takox PKMII noniisitoTs Ha 0OJiITEpaTMBHI Ta HEO-
ositepatvBHi opmu. O6niTepaTriBHa opMma € KiHlie-
BOIO CTAJi€I0 TiMepeo3nHOMITLHOIO CUHIPOMY, SIKa Xa-
PaKTEepU3YETHhCS BHYTPIIIHBOILTYHOUKOBUM TPOMOO-
yTBOpeHHsIM. OCTaHHIMU poKaMy BYEHUMU OYJIO BUSIB-
JICHO JIeKiJTbKa MyTalliil y TeHaX, sIKi KOTYIOTh TPOITOHIH I,
TpomoHiH T, o-KapmialbHUP aKTWH, MIO3WH i SKi
roB’s13aHi 3 po3BuTkoM PKMII. KpiM Toro, HaBiTh y pasi
imiornaTnyHux (popM YacTo B CiMETHOMY aHaMHe3i XBO-
PUX € BUTIAAKU TinepTpodiuyHoi abo muistaiiitnoi KMII.

HezanexHo Bin etiosorii 3axsoptoBaHHs ipu PKMIT
BHACJIigOK (piOpo3y eHa0- a00 MioKapaa 30iIbIIYETHCS
JKOPCTKICTh OMHOTO YX 000X IIJTYHOUKIB, TOPYIITYETHCS
iXHs miacroniyHa (yHKIIS (HarOBHEHHS IUTYHOUKIB
KPOB’10), MPU LIbOMY iXHi CTiHKM 3aJIMIIAIOThCSI HOP-
MaJIbHOI TOBIIMHU. TUIIOBUMU reMOAUHAMIYHUMU Xa-
pPaKTepUCTUKAMU € HOpMaJlbHAa CUCTOJiYHA (DYHKIILisT
I TiOBUILIEHHS KiHIEBO-IiacToiuyHOro Tucky. ITotoB-
IIEHHS €H/I0- Ta MioKapaa MPU3BOIUTH JO MOPYIIEHHS
(byHK1ii KnamaHiB ceplg, iHGIIBTpallisdl Miokapaa Ta
PO3BUTOK hiOpo3y — A0 AUCHYHKILIT CTPYKTYpP MPOBiI-
HOI CUCTEMM Ceplis.

Haityacrilmumu ckapeamu, siKi MaloTh XBOpi Ha
PKMII, € 3aguinka mig yac pisMuHUX HaBaHTaXXeHb Ta
y CTaHi CIOKOIO, 3arajibHa CJIaOKiCTb, ITiABUILEHA
BTOMJIIOBaHiCTh, CHHKoIle, HaOpsgku. Ilim 4ac
00°ekmueHo20 obcmedxceHHs B pasi ypaKeHHs IIPaBOTo
IIJTYHOUYKA BUSBJISIOTh: TPUWICHHUN PUTM TajloIy,
CUCTOJIIYHUN IIyM HEMIOCTaTHOCTI TPUKYCIiIaabHOTO
KJaraHa, 30UTbIIEHHS po3MipiB ceplisd (MepeBaKHO
MpaBUX BiAdTiB), TepudepudHi HaOPSIKU, aCIUT,
30i/IbIIIEHHST MEYiHKM, HaObyXaHHs sipeMHUX BeH. [1pu
ypakeHHi JIiBOTO LIJTYHOYKA — O3HAKU 3aCTOI0 B MaJjIo-
My KOJIi KPOBOOOIIY, CHUCTOJIYHMHN IIyM MiTpajbHOI
HEIOCTAaTHOCTI, 30i/JIbIIEHHSI PO3MIpiB JIiBOTO Iepe-
cepnsi. TakoX BUSIBISIIOTH Pi3HOMaHITHI MOPYIIEHHS
pUTMY ceplisi, TPOMOOEeMOOIIYHNI CUHIPOM.

Jlabopamopre obcmedicenHs 3a3BUYail He BUSIBIISIE
cnenudpiunnx mist PKMIT 3minH. I1in yac mpoBeneHHS
EKT' BUSIBISIIOTh CUHYCOBY TaxiKap/ito, 0J10Kaau HixKoK
nyuka ['ica, o3Haku rinepTpodii BinaiIiB cepls Biamo-
BiTHO MO JOKaJi3allil ypaXeHHs, apuTMii, B JESIKUX
BUIIaJKax — 3HWXKEHHsT BosbTaxy QRS, marosoriuHi
3youi Q, 3HmxkeHHsT ST. PekoMeHIOBaHO IPOBOAUTU
XonrepiBcbke MoHiTopyBaHHS EKI' njs1 BUSIBIEHHS
IHTepMiTyI04uOoi apuTMii K akTOopa pU3MKYy panToOBOI
cMepTi. 3a monomMoroio ExoKI' BUSIBISIIOTH TTOTOBIIEH-
HSI eHI0KapLy, SMEHIIIEHHSI TOPOKHWHU UTyHOYKa(iB),
IWISTallio Tepeacepasi(ab), peCTPUKTUBHUIA TUIT dia-
CTOJIIYHOI IMCGYHKIIIT (CKOPOUYEHHS Yacy i30BOIOMid-
HOTO pPO3Cia0JeHHs), 30iJbIICHHS CITiBBiIHOIIIEHHS
¢a3u paHHBOTI'O HAIIOBHEHHS LIIYHOUKIB 0 ITi3HBOTO,
BiJICYTHIiCTb rinepTpodii BiIailiB cepls Ta MOPYLIEHb
cuctosiuHoi pyHkii. ITin yac nmpoBeneHHs kamemepu-
3auii cepys BUMIPIOIOTh KPUBY [iaCTOJIYHOTO THUCKY
B LIJTyHOUKaX, 110 Impu PKMII mae Burnsig «3anagaHHs
i mIaTo», a TaKOX TUCK Y JIereHeBilt apTepii. [1pu penm-
2eH0N02IYHOMY 0OcmedicenHi OPTaHiB TPYyIHOI MOPOXHU-
HU — 30UIbIIIEHHSI MpPaBOro YW JIiBOTO Mepencepis,
O3HaKHU 3aCTOI0 B MaJIoMy KOJi KpoBooOiry. JIjis1 mpo-
BelleHHs audepeHIiiiHoi JIarHOCTHKM iHOIi 3aCTOCOBY-
I0Th KOMIT'IOTEPHY a00 MarHiTHO-pe30HaHCHY TOMO-
rpadiro. IIpoBeneHHs Giorcii He € 000B I3KOBUM IS
MALi€EHTIB AUTSIYOIO BiKy, BOHA BUSBJISIE TilepTpodiio
Mio3uTiB, ssBUIIA (iOpO3Y.

Mudepeniiiitny 1iarHOCTUKY ITPOBOISTS i3 (hiOpO3HUM
nepukapautoM, iHmumu Bugamu KMII. [Insg ¢iopos-
HOTO NepUKapAUTY XapaKTepHi JaHi 11010 MepeHECEHO-
ro MepuKapauTy B aHaMHE3i, IIyM TepTs IepuKapmy,
BiJICYTHICTh IIIyMiB HEIOCTATHOCTi MiTpajJibHOTO, TPH-
KYCITiTaJIbHOTO KJaraHiB, meBHi o3Haku Iipu ExoKIT,
peHTreHorpadii opraHiB TpyaHOI TOPOXHUHU,
KOMIT I0TEpHOI 200 MarHiTHO-pe30HaHCHOI ToMorpadii.

Jlikysannsa PKMII cumntomMatuyHe, EAMHUM pagu-
KaJJbHUM METOJOM 3aJIMINAEThCS TpaHCIIJIaHTaLlis
ceplsl. 3acTOCyBaHHSI HiypeTUKiB IS 3MEHIIEHHS
TIPOSIBIB CEPIIEBOi HETOCTAaTHOCTI MOXE MPU3BECTU 10
3HUXKEHHS MepeIHaBaHTaXXeHHsI, sike 3a0e3revye M-
TPUMKY CEpIIEBOIO BUKUAY PUTITHUMM LITYHOUKAMU.
CeplieBi MIKO3UAM TIPU3HAYAIOTH IS TTOJOBXEHHS
JIiacTOJIIYHOTO HAIIOBHEHHsS IIUIYHOYKiB, OOHAK 3a
YMOBHM HOPMAaJIbHOI CHCTOJIYHOI (pYHKIIii iX 3acTOCy-
BaHHS HE € JOUITBHUM. Y TSDKKUX BUTIAAKaX MOXKJIMBE
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KOPOTKOCTPOKOBE TpU3HAYEHHsI iHTiOiTOpiB hocho-
niecrepa3u, [-aapeHoOMiMeTuKiB. [iag JiKyBaHHS
TpOMOOEMOONIYHUX YCKJIaAHEHb BUKOPUCTOBYIOTh
AHTUKOATYJISTHTH.

ITporno3 3axBopioBaHHA HeCTIpUSATINBUIA. [TokazHU-
KW BMDKUBAHHS TTiCJIsI BCTAHOBJIEHHS 1iarHO3y CTAaHOB-
71a1h 44-50% yepes 1-2 poku, 29-39% — yepe3s 3-5 pokiB
(K.Y. Lin, 2011).
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nporpamMma o6y4YeHun

YBamaembie koaaezu!

Brnepekie B YkpawHe!
Mpeanaraem BawemMy BHUMaHWIO OWCTAHUMOHHY IO 0Bpa3oBaTeNbLHYHO NPorpamMmmMy
«[luarHocTuKa, NeYeHHe W NPpoUNaKTHKA OCTPLIX PUHOCHHYCUTOBY.
B gucTtaHunoHHoM pexume, Bel cMoXeETE 03HAKOMHTECA
C aKTyanbHeIMW MaTepuanamMi No 3TOW TeMe,
a Nnocne NPoXoWaeHUA TECTa NONy4YnTe cepTUduKaT
cornacHo npukazy MuHucTepcTBa oXpaHkl 3nopoesA N2 484 or 07.07.2009.
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