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PecTpuUKTUBHA KapAiomionarifi: AitrepaTypHi AaHi Ta
BAAQCHi KAiHIYHI cnocTepe)XXeHHA TepMiHaAbHOro CTaHy

Pestome. PectpuktnBHa kapaiomionartisa (PKMIT) po3noaiAseTbes Ha nepBUHHY abo BTOPUHHY 3a-
AEXHO Bip daKTopiB, ki 06yMOBAIOIOTb 3aXBOptoBaHHSA. MepBrHHaA PKMIT 0bymMoBAEHa inionaTtiy-
HUMW NPUYMHAMM, SIKi YpaxytoTb MIOKapA Ta NpKB’s3aHi A0 HbOTO: FEHETUUHO yCraaKoBaHi abo
cnopaa1MyHo HabyTi myTauii. BroprHHa PKMIT po3BMBaETLCA Nia AIEHO 30BHILLHIX dakTopiB Ta
BKAFOUAE iHDIABTPATMBHI PO3AaAM (aMIAOIAO3 Ta CapKOoin03), XBOPOOK HAKOMUUEHHS (reMOXpPOMa-
TO3, XBOPOOY HAKOMUUEHHS TAiKOreHy Ta xBopoby Pabpi) Ta 3ananbHi CTaHu, K y BUnapkax KMI
Neddnrepa, eHpoMioOKapaianbHOro $ibpo3y Ta e03MHOMIABHOT EHAOMIOKaPAiaAbHOT XBOPOOU. Binb-
Lwictb BUNaakis PKMI onucytotbes Ik ipionatuHa PKMI, To6T0 eTionorist HeBipoMa. 3aranom,
PKMIT € XBopo60oto CEPLEBOrO M's13a, sika XapaKTepU3YETLCA PECTPUKTUBHUM (OOMEXEHUM) LLAY-
HOUYKOBMM HamNOBHEHHSIM YHACAIAOK BUCOKOI BEHTPUKYAAPHOI XXOPCTKOCTI. Cepep, iHWnx KMI, ki
BKAOUAIOTb AMAATaLiMHY Ta rinepTpodiuHy, PKMI BianoBipaAbHa 3a 3HauHy cepueBy AUCOYHK-
Ljt0. XapaKTrepuayroun MOLLIMPEHICTb i TAXKICTb CTaHy, 3a3HaurMmo: Bunapkv PKMIT € meHLw yactu-
MM, HiXX 06MABI iHLLI KMIT Ta cTaHOBASTb 6AM3bKO 2-5 % ycix nepiatpuuHmnx KM, Y pasi noaanb-
LLIOro BIKOBOTO MPOrpecyBaHHA BOHW MatoTb HaWripLUKMIA MPOTrHO3 | MOB’A3aHi 3 BUMaAKaMu1 panTo-
BOI cMepTi. Bunapkn cmepTi € ayxe nolumpeHnumun npu PKMI cepea nepiaTpuuHUX NaLjeHTiB i3
50 % cmepTen, WO BipbYBatOTLCA NPOTArOM 2 POKIB MICAA AlarHOCTYBaHHSA LIbOTrO ApamMaTUYHOro
3aXBOPIOBAHHSA, O 0OYMOBAOE HWU3bKY BMXMBAHICTb. Y HAyKOBIl AiTepaTypi € ONMCU POAMHHOI
PKMI, ska maHidecTye B AUTUHCTBI, @ BiAbLLICTb NOBIAOMAEHMX CNaAKoBKX BUNaakisa PKMIT onu-
CaHi y BUrASIAI ayTOCOMHO-AOMIHAHTHKMX. Y BUNaaKy AMAaTauiiHoi KMI cepueBa HEAOCTATHICTb xa-
PaKTEPU3YETLCH CUCTOAIYHOKD AUCHYHKLIEID (TOBTO 3HUXEHOK DPAKLIEID BUKMAY), Y TOM Yac SK ri-
neptpodiuHa KMI 1a PKMI noB’aA3aHi 3 AlaCTOAIUHO AUCOYHKLIEKD (TOBTO nopyLleHa penakca-
uist). PecTpuKtMBHa kapaiomionaTis B OCHOBHOMY PO3MIi3HAETbCA Ta BM3HAYAETLCS 3@ CBOIMM
CEPLEBUMU TEMOAMHAMIYHUMU XapaKTePUCTUKaMU. «PEeCTPUKTMBHE» Cepue B3arani BUABASAE
HOPMaAbHY CUCTOAIUHY dYHKLIIO 3 dpaKLieto BUKMAY 3a3BKual BinbLue 50 %. foAoBHe nopyLueH-
HA BiABYBaAETbCA B AIACTOAIUHIM QYHKLi cepLis, Xoua CUCTOAIYHA OYHKLIA MOXe NopyLLyBaTUCS Ha
ni3Hil cTapii xBopobu. PecTpuKTMBHA Kapaiomionatia nos’A3aHa 3 BUMCOKOKD YacCTOTOK CMeEpTi,
0cobAMBO B Monoaux. CmepTb y nauieHtiB 3 PKMIT BiabyBaeTbess abo CnoHTaHHO (panToBa
cMepTb), ab0 € Pe3yALTaTOM XPOHIYHOIO CepLEBOro 3aXBOPHOBAHHS Ta NMOB’A3aHMX i3 HUM YCKAAA-
HeHb. B 0CTaHHbOMY BMMaAKY YacTo PO3BMBAETLCA 3acTiiHa cepLeBa HEAOCTATHICTb. Y CTaTTi onu-
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CaHO BMUMapOK nauieHTkn 3 PKMIT 3 TepmiHaAbHUM CTaHOM, sika nepebyBana nia CrnocTepexeH-
HSIM aBTOPIB, Y AKOI AlarHo3 PKMIT 6yB BcTaHOBAEHUI | BepudikoBaHuii y 2010 poui. Haaani xBo-
pa nepebyBana Mia CNOCTEPEXEHHSIM Y KapAIOAOTa MOAIKAIHIKM 6€3 AOCTAaTHBOrO NaTOreHETUYHOTO
AiKyBaHHS i3 cy6’€KTMBHUX NPUUKMH. I3 2015 poKy CTaH XBOPOi CTaB NMPOrpeCMBHO APaMaTUUHO Mo-

ripLuyBaTmcs.

KatouoBi cnoBa: kappiomionartisi, peCTPUKTMBHA KapAiomionaris, pantoBa cepueBa CMEPTb,

apuTMis, cepueBa HEeAOCTaTHICTb.

BCTYN

PectpuktuBHa kapaiomionatia (PKMIT) - dopma, npu AKiN CTiHKKU
LLUAYHOUKIB € HAAMIPHO TBEPAMMM, LLO NEPELLKOAXAE iX HAMOBHEHHIO.
Lsa dopma Bia3HAYAETLCS HEMPABUABHOKD AIGCTOAIYHON QYHKLJED Ta
HOpPManbHO abo Malke HOPMAAbHOK CUCTOAIYHON dyHKLjErD. OKpe-
MO BMAIASKOTb MPaBOLUAYHOUKOBY KapAiomionartito (KMIT) - npasocTto-
poHHIO KMIT, Wo nepeBaXHO BUHWMKAE B MOAOAMX YOAOBIKIB. XapaKre-
PU3YETLCA PO3LLUMPEHHSIM NPABOro LUAYHOYKA BiA YACTKOBOI AO MOBHOI
3aMiHM MOro M’A3iB BOAOKHUCTOIO UM XXMPOBOK TKAHWHOM, MPUCKope-
HUM CepLEBUTTAM, HEMPUTOMHICTHO 1 iHOAI PanNTOBOKD CMEPTHO.

3aneXHO Bip daKTopiB, AKi 00YMOBAKOKTb PO3BUTOK 3aXBOPIOBAHHS,
PKMI noainsitotb Ha nepBUHHY abo BTOpUHHY. MepBuHHa PKMIT 0by-
MOBAEHa iaionaTMYHUMK NPUYMHAMMU, LLO MOB’A3aHI 3 YPaXeHHSAM Mio-
KapAa: reHEeTUUYHO YCNaAKOBaHi UM crnopapMuHo HabyTi MyTauii. BropuH-
Ha PKMI1 po3BMBaETLCA Mip AIEKD 30BHILLHIX daKTopiB: iHQIALTPATUBHI
po3AaAM (aMINOIAO3 Ta CapKOipa03), XBOPODOU HAKOMMUEHHS (reMOoXpoMa-
T03, XBOpobHa HAKOMMUUEHHSN FAIKOreHy Ta XBopoba Pabpi), 3ananbHi cTa-
HU, AK Y pa3i KM Aeddrepa, eHAOMiOKapaiaAbHOTO Gibpo3y Ta e03nHO-
dinbHOI eHAOMIOKapAiaAbHOI XBOpobW [26]. PecTpmKTBHI natogisiono-
riYHi MeXaHi3M1 MOXyTb PO3BUBATMUCA Ta NMPOABAATUCA TAKOX Ha Mi3HiK
cTapii rineptpodiuHoi KMI, anaatauinHoi KMI Ta iHLWKWX cepueBux 3a-
XBOPHOBaHb, MOB’A3aHUX 3 rinepreHsieto Ta iwewmieto [10, 22, 25]. OpHak
6inbLLiCTb BUNaakiB PKMIT HaykoBLi po3rasianaAn ik iaionatuHi uepes ix
HeBipomy eTionorito [10, 27, 48].

PoanHHy PKMIT NOB’s3ytoTb i3 HAaKOMMUYEHHAM i Ae30praHizalieto
AeCMiHy. Lle cnoayuHui (iHTepMeaiaTHWI) dinaMeHTHUIA MpoTeiH, Wo
crnoAyyae MiodibprAn Ta NPUEAHYE iX A0 capkomepa [6, 50]. Ha reHi
DES, o 06yMOBAKOE 3a3HaUEHi TOHKI MexaHi3MK, Byan ineHTUdIKoBaHI
4yoTMpKM MyTaLii, NOB’sA3aHi i3 3axBOptoBaHHAM [5, 6]. PecTpuktMBHa
Kapaiomionatia BHAaCAIAOK HaKOMWUYEHHA AECMiHY 4YacTO CyrnpOBOAXY-
KOTbCA MOPYLUEHHAMM aTPIOBEHTPUKYAAPHOI NPOBIAHOCTI Ta CKEAETHUMMU
MionaTiaMu Pi3HOro CTyneHs.

HaykoBi AOCAIAKEHHS BUABUAM 3B’SI30K ipionatnyHoi PKMI 3 myTauis-
MW B CApKOMEPHMX KOHTPaKTMAbHKX npoteiHax [33]. Capkomep MiCTUTb
pi3Hi NpOTeiHW, 3aAyyeHi A0 M'A30BMX CKOpo4eHb. Cepea OCHOBHKMX
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KOHTPAKTUABHUX KOMIMOHEHTIB BUAIAAFOTb aKTWH, IKUIM CTAHOBWUTb OCHOBY
TOHKOI QiANaMEHTH, Ta MiO3UH, KM CTAHOBWTb OCHOBY TOBCTOI GiAaMEHTH.
B3aemopia Mio3uHy Ta akT1HY, 3yMOBAIOHOUM KOB3aHHS TOHKWUX dinaMeH-
TiB Y3A0BX TOBCTMX dirnaMEHTIB, MPU3BOAUTb A0 M’A30BOr0 CKOPOUEHHS
Ta PO3BUTKY CUAW. TaKe CKOPOUEHHA KPUTUYHUM UMHOM PErYAOETLCA
Ca2*-3aneXHUM TPOMOHIHOBMM KOMMAEKCOM i TPOMoMiosMHoM (Tm), Aki
pO3TalloBaHi Ha TOHKUX dinameHTax. Mio3MHOBI AErKOAAHLIFOTOBI NPOTEI-
HW 1 Ta 2 i MiO3MH3B'A3yOUMIA NPOTEIH TakoX BepyTb yyacTb y peryaaji
CKOPOYEHHS CepLeBOro M’A3a. IHTerpatmMBHICTb UMX MPOTEIHIB € BUpI-
LUAABHOIO AAST HAAEXKHOIO M'I30BOT0 CKOPOUEHHS Ta penakcalji.

Omnke, PKMI € xBopoboto CepLEeBoro M'si3a, sika XapakrepusyeTbes
PECTPUKTUBHUM (0OMEXEHUM) LIAYHOUKOBUM HAMOBHEHHSIM YHACAIAOK
BMCOKOI BEHTPUKYASPHOI XOPCTKOCTI. Mopsa 3 iHwmnmn KMI, 3okpema
AVAaTaLiMHOLO Ta rinepTpodiuHoto, PKMIT BiANOBiAGE 3a 3HAYHY cepLEeBy
AmcoyHKLUo [40]. BoaHouac PKMI BUHMKAE piaLLie, HX AMAaTaLIMHA Ta
rineptpodiuHa KM, ctaHOBKUTL BAN3BKO 2-5 % ycix neaiaTpuuHmMx KM,
Ma€ Npv NMOAAALLLOMY BIKOBOMY MPOrpecyBaHHi HaMripLIMA NPOrHO3 i
noB’A3aHa 3 BMUMapKaMu panToBoi cMmepTi [28, 29, 35, 41, 42]. PiBeHb
AeTanbHOCTI B pasi PKMI1 cepea neaiatpnuHux nauientie carae 50 %
YNPOAOBX 2 POKIB MICASt AlarHOCTYBaHHSA LbOro 3axBoptoBaHHsA [21]. Ha-
BEAEHA CTaTUCTMKA NIATBEPAXKYE, LLO GaKTMUHO HEMAE HISIKOTO AIEBOIO Ta
AOCTaTHbO ePEKTUBHOIO AiKyBaHHA AAs PKMIT [7].

BinbLUicTb BNaakiB PKMIT onucytotbest K iaionatiuHa PKMI, to6to
etionorist Heipoma [4, 44]. PO3BUTOK MOAEKYASIPHOT BioAorii cnpusiB ineH-
TUdIKALLT AESIKUX FEHETUUHKX HaKTOPIB, 0COOAMBO MyTalLii B reHax capko-
MEPHWX NPOTEIHIB, | MOB’A3aB LEe 3 NPorpecyBaHHAM XBOPOOU. Y KiAbKOX
poboTax po3rAaHyTo poarMHHY PKMIT, sika MaHidecTye B AUTUHCTBI, @ Binb-
WicTb cnapkoBux BunaakieB PKMI1 onncaHo fiK ayTOCOMHO-AOMIHaHTHI
[14, 33, 39, 43, 50]. Lle niaATBEPAXYE aAEKBATHICTb CKPUHIHIY OKPEMMX
ocib i cimel Ta AO3BOASIE iAEHTUOIKYBaATH OCi6 abo rpynu, HanbiAbLL
CNPUMHSITAMBI A0 PO3BWTKY 3axBOPHOBaHHA. Y pasi aAvaatauiiHoi KMI
cepueBa HEAOCTATHICTb XapaKTepPU3YETbCHA CUCTOAIMHOID AMCOYHKLIEIO
(TOBTO 3HUXEHOID pPaKLIEtD BUKMAY), Y TOM Yac K AASE TiNepPTPOdIUHON
KMTI ta PKMI xapakrepHa aiactoniuHa AMcdyHKLis (TO6TO nopyLleHa pe-
Aakcauis) [19]. Tum He MeHLLUe, pi3Hi MyTalji B TOMy caMOMy CapKoMep-
HOMY F'eHi MOXYTb NPU3BOAUTU AO PI3HUX KAIHIYHWX deHOTUMIB, a came:
rinepTpodiuHoi, AMAaTauirHoi KMIM abo PKMI. Le o3Havae, wo 6arato
KOMMAEKCHMX MPOLECIB i B3AEMO3B'A3KIB € 3aAyYEHUMU B NPOSIBU LIMX
3axBoptoBaHb [13]. Kpim Toro, y naujeHtiB i3 BaAacHe PKMI cnoctepira-
Aacsl 3HayHa reTeporeHHICTb i HEOAHOPIAHICTb KAIHIYHUX NPOABIB Ta NPo-
rpecyBaHHs CTaHy 3 Moro ¢iHanoM. HanbinbLLIMMM TEXHIYHUMM TRYAHOLLA-
MW AAS AOCAIAHWKIB € OTPMMaHHSA 3paskiB CEPLEBUX TKAHWH BiA NaLLEHTIB
MS BUBHAUEHHSA TEHHWUX MyTaLii (OAMH reH abo MHOXMHHI reHM), Lo
BiAMOBIAAOTb 3@ XBOPOOY Ta UACTOTY BKAKOUEHHSI MYTaHTHUX Miodibpu-
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AFIPHUX NPOTEIHIB y cepui. 3 METOH MOAAAbLUMX AOCAIAKEHb TPAHCTEHHI
TBAPUHHI MoAeAi Byan oTpuMaHi aast imiTauii PKMIT wiasxom ekcnpecii
(BUPOBITKY) MyTaHTHUX MiOdIBPUABHUX MPOTEIHIB, AKI BU3HAUAIOTLCA Ta
crnocTepiratotbes B Atopen [12, 471].

Ha BiaMiHy Bia rinepTtpodiuHoi Ta AaatauinHoi KMI, axi MoxyTb 6yTi
pO3ni3HaHWMK Ha NiACTaBI cepueBrX MOPOOAOTiYHKMX 3miH, PKMIT B oc-
HOBHOMY BM3HAYa€ETLCA 3a CEPLEBUMMN rEMOAUHAMIYHUMU XapaKTepUCTH-
KamMu. «PeCTpUKTMBHE» Ceple B3arani BUABASE HOPMaAbHY CUCTOAIYHY
bYHKLO 3 dpaKLieto BUKMAY 3a3BWUal binbLie 50 %. MepeBaxHo NnopyLLy-
ETbCA AlACTOAIYHA OYHKLIS cepusl, a CUCTOAIMHa YHKLIA MOXe nopyLlyBa-
TMCA Ha Ni3HIN cTaaii xBopobu [41]. Cepue npyv PKMIT MeHLL NOAaTAMBE
(6iAbLLIA XOPCTKICTb), LLO CBIAUMTbL MPO MIABMLLEHHS TUCKY B LUAYHOUKAX,
fIke 3yMOBAOE AvLLE Mane 30iAbLUeHHs 00'emy. KAiHIUHI MaHidecTHi npo-
ABM PKMI 3ae6iAbLLIOMO HaraaytoTb KOHCTPUKTUBHWUI NEPUKaPAMT (Xipyp-
riYHO AiKOBaHE CepLIEBE 3aXBOPHOBAHHS), AKWIM € PE3YALTATOM MOTOBLLIEHO-
ro Ta KanbLMdikoBaHoro nepukapaa. Mpu PKMIT 3a3Buuali BinbyBaeTbes
6iaTpianbHe 36iAbLLIEHHSI BHACAIAOK XPOHIUHOIMO MIABULLEHHS aTpiaAbHOro
TUCKY B pecTpuktuBHoMy cepui [14, 15]. Taka nepeacepaHa AvMAaTauis
MOXE MOripLUyBaTUCS, KOAM HasiBHa MiTpaAbHa Ta TPUKyCMiAaAbHa perypri-
Tauif [16]. 36iAbLLUEHHA BEHTPUKYASPHMX MOPOXHMWH i MOTOBLUEHHSI cen-
TaAbHOI Ta BEHTPUKYASPHOI CTIHKM, LLIO € XapaKTEPHUM AR AMAATALIMHOI Ta
rineptpodiuHoi KM, ayxe piako BUHMKatoTb npu PKMIT [21]. BianosiaHo
AO 3a3HaYeHrX Natodi3ioNoriuHMX 0COBAMBOCTEN, AMEPUKAHCbka acoLlia-
uis cepus (American Heart Association) Bu3Hadae PKMI1 sk cTaH i3 pec-
TPUKTUBHUM (0OMEXEHMM) 3aMOBHEHHAM MPU HErNepTPOPOBaAHMX, HEAU-
AATOBAHWX LUAYHOUKAX, MPWU HOPMaAbHUX aB0 3HKEHUX AlaCTOAIUHMX 00'€-
Max, HOPMaAbHiI a0 BAM3bKI A0 HOPMaAbHOI CUCTOAIYHIM dYHKLT [31].

KAiHiuHI nposiBn PKMIT nepeBaxHO reteporeHHi. MpaktMyHo HEMOX-
AVMBO 3anipo3puti PKMIT avwe 3a ckapramu naujeHta. MauieHTn, SKnx
HanpaBASIFOTb AO KapAioAora, MOXyTb MaTu PisHi cuMnToMu abo He 3A0-
rapyBaTMCA NPO CEPLEBI MOPYLLEHHS, AOKM HE MPOMAYTb OBCTEXEHHS.
3’ICOBYIOTb POAMHHWIA @aHAMHE3, MPKU3HAYaOTb AOAATKOBI AOCAIAKEHHS B
pasi BUSIBAEHWX BUAMMMX MOPYLLEHD MNiA Yac Gi3MKaAbHOTO AOCAIAKEHHS.
Hacamnepea MOAOAI NALLEHTH, @ TAKOX AKOAM CTapLLIOTO BiKy CKapXaTbCs
Ha 3aAMLLKY (71 %), HabpsiKK, CyO’EKTUBHE BiAUYTTS HAAMIPHO LLIBUAKOTO
abo HepiBHOMIPHOrO cepLebUTTa (NaAbnitawisn), LBUAKY BTOMAIOBAHICTB,
OPTOMHOE (TAXKKE AMXaHHS, fKe 3MEHLUYETbCA Y BEPTMKAABHOMY MOAO-
XEHHI) Ta Binb y rpyaax. CTOCOBHO MeAiaTPUUHKX MaLEHTIB HaMyacTiLLi
NEePBUHHI NPOSBX XBOPOOU BIAHOCHTb AO AereHeBuX (47 %). Takux nadi-
EHTIB PIAKO HaMpPaBASIkOTb A0 KAPAIOAOTa, AVLLE KOAW KapAIOMETaAito Bu-
ABASAOTb MiA YaC PEHTTEHOAOTYHOIO AOCAIAKEHHS OpPraHiB rPYAHOI KAITKW.
TakoX AUTUMHY HanpaBASOTb A0 KapAiOAOra B pasi Takux MopyLleHb, BU-
ABAEHUX MiA Yac Gi3MKaAbHOIo AOCAIAKEHHS, K CEpPLEBI UYMW, PUTM ra-
AOTY, 3BYYHWI APYIMI TOH Ha AereHeBil apTepii, Habpsik, acumT i renato-
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Meranisi. CUHKONe, MaAbnitaLito, LWBUAKY BTOMAKOBAHICTb, MPyAHWUIA Binb
BiA3HAYaOTb Y MEHLL HiX 9 % neaiatpnunmx nauieHTiB [4, 11]. OaHaK Kai-
HiYHWMI pjarHo3 PKMI nepeayciv 6a3yetbest Ha exokapaiorpadii, AaHi
AKOI MIATBEPAXKYIOTLCA enekTpokapaiorpadieto (EKT), 3 MoxanBmMm npo-
BEAEHHAM KateTepuaallii cepus (OLiHIOHTb reMOAMHAMIKY) Ta eHAOMIO-
KapAianbHOI HionCii. IHKOAWM BUKOHYHOTb KOPOHAPHY aHriorpadito AAA oL
HIOBaHHS CTPYKTYPW KOPOHAPHOI apTepii Ta MiokapaiaabHOT nepdyaii.

PecTpuktnBHa Kapaiomionartia nos’si3aHa 3 BUCOKOK) YaCTOTOK CMep-
Ti, 0COBAMBO B MOAOAMX NaLieHTIB. CMepTb Y nauieHTiB i3 PKMIT BiabyBa-
€Tbcs ab0 CMOHTAHHO (panToBa CMepPTb), ab0 € HACAIAKOM XPOHIYHOTO
CepLeBOro 3axBOptoBaHHA Ta MOB’A3aHMX 3 HUM YCKAAAHEHb. B octan-
HbOMY BMMAAKY YacCTO PO3BMBAETLCS 3acCTiMHa cepueBa HEAOCTATHICTb.
OAHaK TAVOMHHI MPUUMHK PanToBOi cMepTi abo NPOrpecyoUoi cepLEBOT
HEeAOCTaTHOCTI B NavjeHTiB i3 PKMI € He3’acoBaHWMMU Ta noTpebytoTb no-
AQABLLINX AOCAIAKEHD.

llemito MipO3pPIOKOTb SIK MPUUMHY PaNTOBOI CMEPTi B MALEHTIB i3
PKMI1. Rivenes S. M. Ta cniBaBTOpW BUABMAK KOPEASALLIKO MiX iLUEMIEID
Ta panToBoto cepuesoto cmepTio (PCC) npu PKMIT, aHaAi3yroumn KAIHIYHI
npooiai 5 nauieHTie 3 PKMI [41]. Y Bcix Bia3HauYaAM cvHKorme abo rpya-
HWUI BiAb 3 03HaKaMu iwemii Nnpu EKI, ska AeMOHCTpyBana Aenpecito
cermeHTa ST abo iHBepcito 3ybus T. XXoAHUX 03HaK abo cMmnToMiB cep-
LLeBOI HEAOCTATHOCTI HaBITb MiA Yac 3yNMUHKK cepusi BUSIBAEHO He 6yAo.
Yotnpu cepus ByAM AOCTYMHI AAA aBTonCii, ByAO AlarHOCTOBAHO rocTpy
Ta/abo XPOHiuHy ilemito B cybeHAOKapAi Ta naniAspHoMy M'si3i. IHLe
KAIHIYHE AOCAIAKEHHA, npoBepeHe Palka P. Ta cniBaBTOpamu, Takox
NIATBEPAMAO HAABHICTb iLLEMIYHMX O3HAK i BIACYTHICTb XPOHIYHOI cepue-
BOI HeAOCTaTHOCTI B nauieHTiB i3 PKMI, aki nomepan pantoso [36]. 3
iHLWOro 60Ky, KiAbKka AOCAIAKEHDb, MPOBEAEHUX Ha MaTepianax NaLieHTiB
i3 PKMI i PCC, 3acBiauMAM HasBHICTb CUHKOMNE, BOAKD B rPyAHOMY BiAAi-
A Ta/abo penpecii cermerTa ST, ane BIACYTHICTb FICTOAOMIYHUX AQHWMX,
LLIO MIATPUMYHOTB iemito [17, 38]. OTXe, NUTaHHSA, UM € iLeMisa NpuuKr-
Hoto PCC npu PKMI, yce e 3aAvMLIaETbCs BIAKPUTUM UYEPES BIACYT-
HiCTb TiCTOAOMYHMX AOKa3iB abo 3HauHy BapiabeAbHiCTb TCTOAOTUHMX
BUSIBAEHb. binblue Toro, Hebarato HayKOBUX MOBIAOMAEHb ByAO OMyOAi-
KOBaHO NMpo NpamMy Ta 6e3nocepeAHto OLHKY GYHKLLT KOPOHaPHOIo Kpo-
BOTOKY nMpu PKMI1. OaHaK OuikyBaHHS ilLeMii B cepui 3 PeCcTpUKLIED
Mag€ CBOi MIACTaBM, OCKIAbKWN NMIABULLEHUIM AIBOLLAYHOUYKOBWUIA TUCK i Ha-
NMPYXEHHA CTIHKW, siKi BiAByBatOTbCA B CepLi 3 PECTPUKLIEND, MOXYTb
CNpaBUTH EKCTPaBACKYASPHY KOMMPECKBHY Aito, LLIO | Byae 3yMOBAIOBa-
TM 3HWXEHY CyOeHAOMIOKapaianbHy nepodysito. 3HWXKEeHa KaniaspHa
LLIABHICTb YHACAIAOK iHTepCTULianbHOTO ¢ibpo3y Ta/abo MiodibpraspHa
Ae30praHisalifi, AKi 4acto BUABAAKOTLCA B NauieHTiB i3 PKMI, MOXyTb
TaKOX NMPOBOKYBATK MIABULLEHHSA KOPOHAPHOI MiKPOBACKyASIPHOI pe3uc-
TEHTHOCTI, LLO MOXe iHAYKyBaTu iwemito [23, 24, 30, 34]. Takum uu-
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HOM, HayKOBa AiTepaTypa HaroAoLLye Ha HeoBXiAHOCTI M HapaAi AOCAIA-
XyBaTu HasABHICTb ilueMmii y xBopux i3 PKMI Ta ii poab y nporpecyBaHHi
3aXBOPHOBAHHS.

ApWUTMIst € OAHUM i3 HAMBIAbLLI IHTEHCMBHO AOCAIAXYBAHWMX MEXaHI3MIB Y
BUMNaAKax cepLeBmnx 3axBoproBaHb, NMoB’'sa3aHux 3 PCC [51]. Came aputmis
BBaAXaETbCA OCHOBHOK MPUUYMHOKD 3HAYHOI KIAbKOCTI CMepTen npw rinep-
TpodiuHii KMT. Baudenbacher F. Ta cniBaBTop# [8] NponoHyoTh KOHLEM-
Ljto, WO niaBULLEHA MiodirnameHTHa Ca2t-uyTAnBiCTb MorAa 6 ByTW Hesa-
AEXHUM DAKTOPOM PU3UKY AN AETAAbHOI BEHTPUKYASPHOI apuTMii. Taky
TOUKY 30pY MOAIASIKOTb M iHLLI AOCNIAHMKM [18]. OCKiAbKK BiAbLLICTb MyTaLLik
npu PKMI € nos’sisaHiMK 3 MIABULLEHHAM MiodinaMeHTHOI CaZ*t-uyTan-
BOCTi, BiA TaKMX NALIEHTIB MOXHA OUiKyBaTW CXMABHICTb A0 apuTtmMii [49].
Xoua nopyweHHa EKI cnoctepiraanca B 99 % naujeHtis i3 PKMI, Tinbku
y 15-30 % i3 Hux npoaBAanacsa aputMmia. QibpuAaLIa Ta TRINOTIHHA Nepea-
CEPAb € HaMYACTILLIMMK EAEKTPOKapAIOrpadIuUHUMIM NOPYLLEHHAMM, BOAHO-
yac cepLeBa b6rokapa, GpaarKapaia Ta 3BUYANHI BEHTPUKYASPHI apUTMIT,
Aki crtocytotbess PCC, € meHw nowmpenumn [4, 11, 41, 46, 20]. Onucu
ABOX BMNaakiB PCC i3 TepMiHaABHUMKW pUTMaMK € AOCTYMHUMW B HAYKOBIW
AiTepaTypi: B OAHOMY Bia3HadaAM torsade de pointes, B iHLWOMY — 6paau-
kapaito [41]. Lj ABa B1NaakK pasom 3 Yotupma Bunapkamu He-PCC y Tomy
CaMOMy AOCAIAKEHHI, LLIO BUSBASIAM HAsIBHICTb BEHTPUKYASIPHUX apUTMIM,
TaKOX AEMOHCTPYBAAM FOCTPY / XPOHIYHYy iemito [41]. 3aamiumaocs Hes's-
COBaHWM, Y1 apuUTMIiA Biairpae nepBrHHY poAb y PCC y nauieHtis 3 PKMIT,
OCKiAbKM iLLeMi30BaHWIA Miokapa, K ByAO AOBEAEHO, CTAHOBUTL CyTTEBUI
baKTop AT AETaAbHOI BEHTPUKYASIPHOT apuTmii [51].

CmepTb, NOB’si3aHa i3 CepLEBOKD HEAOCTATHICTIO, € HAMYACTILLMM 3a-
BepLUeHHAM nepebiry PKMI. Mpuuomy PKMII, 3ymoBAeHa MyTauigMu
CapKOMEPHOro NPOTeiHy, HaMBIpOriAHiLLE CNPUUYMHIOE Habarato 6GiAblu
XOPCTKY CepLEeBY HEAOCTATHICTb MOPIBHAHO 3 PKMI, fika € HaCAIAKOM iH-
wmx dakropis [10, 20, 22, 25, 26]. OpAHaK yHACAIAOK HE3HAUYHOMO MOLLW-
peHHa PKMI i BIACYTHOCTI paHHiX CKPWHIHIOBUX IHAMKATOPIB XBOPOOU,
Hemage MOBHICTIO CUCTEMATUUHO MPOCTEXEHMX, LLIMPOKOMACLLTAOHMX KAi-
HIYHWX AOCAIAKEHD, AKI AOCTYMHI AAA @HaAI3y. AeKkinbka BUNaakis PKMIT y
AiTeV i paHo piarHoctoBaHMx BMNaakieB PKMIT y AoopocArx naujeHTiB 3a-
6e3neuyroTb Hac LHHUMK KAFOYaMKU AAS CMIOCTEPEXEHHS 3@ MOBHOLO MPo-
rpecieto xBopobu. basytounck Ha OrAsIAL LMX BUMAAKIB, KAIHIYHWI nepebir
PKMI1 Moxe 6yTv onmcaHo ik 4acto NnepBUHHE acUMMITOMHE (3a TUMOM
YTPYAHEHHS) HANOBHEHHS 3 M’AKUM NepeACEPAHNUM 36iAbLLEHHSIM, 3 NO-
ASABLUMM BUHUKHEHHAM 3aAMLLKM, NMOraHOi TOAePaHTHOCTI A0 BiBUYHOro
HaBaHTaXeHHs, cuHKone Towo [32, 33, 37, 45, 46]. 3 yacom (micsui,
poKKM abo HaBiTb AECATMPIYUYSA) Taki CUMITOMM HAPOCTatOTh i NMOB’A3YHOTh-
csl 3 NOCUAEHHAM AIaCTOAIMHOI AUCOYHKLT Ta NepeacepAHUM 36iAbLLIEH-
HSIM, NMPU3BOAAUM A0 GAKTMUHO AETAaAbHOI CEPLIEBOI HEAOCTATHOCTI, SIKLLO
He TpanuTtbest PCC. OaHak HaykoBa AiTepatypa HaroAoLLye Ha HeobXiAHO-
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CTi NOAQABLLLMX CMOCTEPEXEHD AAA BUPILLEHHA AESKMX 3anuTaHb. Hanpu-
KAQA, UM CHUCTOAIMHA dYHKLIs 36epira€tbcsi BMPOAOBX YCboro nepebiry
XBOPOOU? FKLLO TaK, TOAI IK AlaCTOAUHA AMCOYHKLISE OAHA NPOAYKYE 3a-
CTiMHY CepueBY HEAOCTATHICTb? FAKLIO Hi, TOAI LLO MOPYLLYE CUCTOAIYHY
dyHKLUo cepus npu PKMIT [19]?

LlikaBo Bia3HauMTK, WO 3bepexeHa CUCTOAIYHA YHKLIS iHKOAW CTaE
nopyLLIEHOO Ha KiHUEBIW cTapii PKMI [4, 9, 32, 37, 46]. Aekinbka ony-
O6AIKOBAHMX MOBIAOMAEHb 3a6€3MeUnAn AOCTATHIO IHPOPMALLO LLOAO
MOLUMPEHOCTI CUCTOAIMHOI AMCOYHKLII KiHLEBOI CTapii B MaujeHTiB i3
PKMIT abo poAi nopyLLIEHOT CUCTOAIYHOT dYHKLT B PO3BUTKY rocTpoi /
XPOHIYHOI cepLEeBOI HEAOCTATHOCTI B NauieHTiB i3 PKMI. Ammash N. M.
Ta CniBaBTOPU CNOCTEPiraAM CUCTOAIYHY AMCOYHKLIIO B 16 % i3 94 navyj-
eHTiB i3 PKMI [4]. OcKinbKM Ui aHani3n He By obMexeHi KiHLEBOHD
cTapieto PKMIT, Biacotok mir 61 6ytn Ginblumm. Weller R. J. Ta cniBaBTo-
pv crocTepiraAnm CMHAPOM HMW3bKOTO CEPLIEBOrO BUKWUAY Y 18 aitelt i3
PKMTIT: yoTMpK 3 HUX MPEACTABASAM BKPaK HU3bKWUIM CEPLEBUN BUKUA i
CTPaXAaAV BiA AyXe TAXKOI NPaBoCepLEeBOi HEAOCTATHOCTI / CUHKONE;
iHWi 14 MaAM NepBUHHO M’AKI 03HaKM abo CUMMTOMM, aAe MisHille B
HWX PO3BWMHYBCS HU3bKWI CEPLEBUIA BUKMA MpoTarom 2,8 + 2,3 poky
[46]. Mpruomy 8 aitert GakTMUHO NOTPebyBaAW IHOTPOMHOI MIATPUMKM.
TeopeTnyHO Lie 03HaYaE, L0 CUCTOAIYHA AUCOYHKLIS MOXE, LLIOHANMEH-
LLIe, YAaCTKOBO 3YMOBAIOBATW HU3bKWIM CEPLIEBUI BUKMA NMPU PO3BUHYTIN
PKMIM ab0 HU3bKUI CEPLEBUIA BUKMA MOXE BYyTWU MPUUMHOIO PO3BUTKY
CUCTOAIYHOI AUCOYHKLI Ha Ni3Hil CTaAil 3aXBOPIOBAHHS.

OTXe, KAIHIYHI AOCAIAKEHHA OOMEXEHI MaAOK KIAbKICTIHO MaLjeHTiB,
KOHTPOBEPCIMHUMU Al@arHOCTUUHMMK KPUTEPIAMK, FETEPOreHHUMM MPo-
fABaMW XBOPOOU Ta BIACYTHICTIO CKPUHIHIOBKMX i/ab0 paHHiX AlarHOCTUY-
HUX NPosBiB. BaxAnBO, LLIO NOCTiMHE BAOCKOHAAEHHS reHETUYHUX AOCAI-
AKEHb CMPOMOXHE 3a6e3neunTi HapaAi Kpalle Po3yMiHHSI MexaHi3MiB,
AKi AeXaTb B OCHOBI MouyaTky xBopobu Ta ii mporpecyBaHHs, CNPUSTH
ineHTUdIKaLi eTionorii PKMIT Ta 0brpyHTyBaTh 6a3nc AAA po3pobku TBa-
PUHHOI MOAENI.

Mpn BUKAAAAHHI AEPXaBHOK Ta aHIAIMCbKOK MOBaMM 3i CreLianb-
HOCTi «3aranbHa MpakTMka - ciMenHa MeaAMuMHa» Ha 6a3si KWiBCbKol
MiCbKOI KAiHIUHOI AikapHi Ne 8 (KMKA Ne 8) My Hamaraemocs AAS
KOMMAEKCHOI Ta BCeBIUHOI MIATOTOBKM CTYAEHTIB Ta iHTEPHIB 3aAydaTu
AK 3HAYHO MOLUMPEHi CTaHu, Tak i piakicHi [1, 2, 3]. HaBoaMmo onuc
xBopoi 3 PKMI y TepmiHanbHOMY CTaHi, ika nepebyBana nia HaLWMM
CMOCTEPEXEHHAM, 3i BCTAHOBAEHWM piarHo3oMm PKMI, BepudikoBa-
H1UMm y 2010 poui. MaujeHTka Hapani nepebyBana nia CNOCTEPEXEHHAM
Y Kapaioaora NoAiKAiHIKM 6e3 AOCTaTHbOrO MaToOreHETUUHOMO AiKyBaHHS
i3 Cy6’EKTUBHMX MPUUMH. I3 2015 poKy CTaH XBOPOi CTaB NPOrpecMBHO
noripLyBaTucsi: BUHUKAO MOPYLLEHHSA PUTMY 3@ TUMOM GibpuAALIi ne-
peAcepAb, HOpMo-bpaapudopma 3 enisopamu crHAPoMy MopraHbi-
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Apamca-Crokca (MEC) (Apamca-Crokca, Ctokca-Apamca, Morgagni-
Adams-Stokes, Adams-Stokes, Stokes-Adams - enizoanMuHa 3ynuH-
Ka cepus, BTpaTa CBIiAOMOCTI Yepes BiAMOBY 3BMUYAMHOIO Ta 3aMiCHOro
BOAIIB pUTMY cepls 3i LUAYHOUKOBOLO ¢ibpurasLieto abo 6e3 Hei). CUH-
APoM MEC € OCHOBHMM KAIHIYHMM MPOSABOM TSXKKOI OAOKAAM cepLs.
Y 3B’513Ky 3 MM NaLjieHTKa byna obCcTexxeHa B MiCbKOMY LIEHTPI cepus,
A€ MIATBEPAXEHO AiarHo3 PKMIT 3 po3BUTKOM BiAHOCHOI HEAOCTATHOCTI
MITPaAbHOIO kAanaHa | cT. i TpucTyakoBoro kaanaHa -1l ¢T., 3HauHoi
AEreHeBOI TinepTeHsii Ta 3HMXKXEHHAM dpakKuii BUKMAY A0 35 %, LLIO KAI-
HIYHO NPOSIBAAAOCH CepLEeBOtO HepocTaTHICTHO [IA-B CT., pO3BUTKOM €K-
CyAaTMBHOTO NepPUKapANTY, NpPaBobiYHOro NAEBPUTY. Yepes cuMnToMu
MEC y 2015 pouj iMAIAGHTOBAHO LUTYYHUI KapaiocTUMyARTOp. Hapae-
MO OMMUC AOCTYNMHUX MEANYHUX MaTepianiB XBOPOI.

KAIHIYHUI BUNAAOK

MaujeHTka A. H. A., 38 pokiB, icTopisi XxBopobu Ne 17869, rocnitanizo-
BaHa A0 BipaineHHS kapaionorii KMKA Ne 8 09.09.2017 p. o 13:35 B yp-
rEHTHOMY MOPSAAKY 3i CKapramu Ha HabpSIK Hir, rinepemito, CUAbHY 3aAMLL-
KY, CUHIOLLIHICTb HWXHIX KIHLIBOK, 3araAbHy cAabkicTb. Ao MaTepianiB icto-
pii XBOPOOK AOAYYEHE HaMPaABAEHHSI Ha EKCTPeHy rocnitaizaito Ne 103
LieHTpy NepBMHHOI MEAMKO-CaAHITaPHOI AOMOMOTM 3 AlarHO30M «PecTpurk-
TMBHa Kapaiomionaris, cepuea HepocTaTHicTb (CH) lIl ctynens, dyHKkuio-
HanbHa HepocTaTHICTb (OH) IV, aHacapka, KapAiaAbHWI LMPO3 NEYiHKM».

Anamnesis morbi: 3i CAIB NaLIEHTKK, MOripLLIEHHS CTaHy BOHa BiA3Ha-
Ya€e NPOTAroM 6AM3LKO 1 THXHS, KOAM HAPOCAA IHTEHCUBHICTb OMMCaHUX
BULLE CKapr. Y 3B’A3KYy 3 BUHUKHEHHSIM Habpsiky Ta NOripLUEHHAM 3a-
raAbHOrO CTaHy BUKAMKaAa KapeTy LUBMAKOI AOMOMOrK. focnitanidoBaHa
A0 KMKA Ne 8, pe mip yac onuTyBaHHA Aikapem HEOAHOPa30BO MOB'A-
3yBaAa 3HayHe MOoripLUIEeHHA CTaHy 3 OCHOBHUM AjarHO30M.

Anamnesis vitae: BipycHi renatutu, Ty6epKyAbO3, BEHEPUUHI Ta OHKO-
AOTiYHI 3aXBOPIOBaHHSA 3anepeuye.

AAepriyHuii aHaMHe3 He 0BTSKEHUN.

Y 2015 poui nauieHTka byra obcTexeHa Ta NPOKOHCYAbTOBaHA B IH-
CTUTYTi cepus. BctaHOBAEHO AiarHO3 «PeCcTpuKTMBHa Kapaiomionaris.
QibpUAALIA-TPINOTIHHA NepeacepAb, NOCTiMHa dopma, HopMOo-bpasncH-
CTOAIYHMI BapiaHT. EkBiBaneHTM MEC (CHA2DS-VASc - 2 6anu, HAS-
BLED - O 6aniB). BiaAHOCHa HepoCTaTHICTb MiTpanbHOro kKaanaHy (MK)
| ct. Ta TpukycniaansHoro (TK) II-11I ct. 3HauHa AereHeBa rinepreH3is.
CH IIA-B 3i 3HWxeHot dpaKLieto BUKMay (35 %). EkcyaaTMBHMIM nepu-
KapauT. MpaBobiuHUIA eKcyAaTMBHUI NAeBpuT». Y 2015 poui iMnAaHTo-
BaHO LLUTYYHWUI KapAIOCTUMYASTOP.

Status presens objectivus (Ha MOMEHT rocnitanisaLii). 3aranbHWM
CTaH XBOPOI TAXKUIA. TAXKICTb CTaHy 0ByMOBAEHA CEPLIEBOIO AEKOMIMEH-
caujeto (TepMiHaAbHa CTaaia CepLeBOi HEAOCTATHOCTI), KapAiaAbHUM Ln-
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PO30M MeYiHKK, HamnpyXeHUM acumToM, rinoTeHsiero, oAirypieto. LUkipa
3EMAMCTOrO KOALOPY, 0B6AMYYUSA Ta HUXKHI KIHLIBKW LIi@HOTUYHI, BUPAXEHWI
aKpoLiaHo3 (Hic Ta Byxa). A3MK niacuxae, BKPUTHI BIAMM HAALOTOM.

Hap AereHaMKn AMXaHHS XXOPCTKE, 0OCAADAEHE B HUXHIX BipAiAaX, BiAb-
LLe cnpaB.a, XpuniB Hemae. Yactota AUXxaHHsA CTaHOBUTb 22-26 3a 1 XB,
3i 3HAUHO 3MEHLLEHOID EKCKYPCIEID TPYAHOI KAITKWU. TepKYyTOPHO BU3Ha-
yaroTb TYNWIM 3BYK Y HUXHIX Bipainax cnpasa.

ToHM cepus He YiTKi, PUTMIYHI, MPUrAyLLEHi. Mexi cepusa po3LUMPEHI
BMpaBo, BAIBO, Bropy. MNyAbCc HUTKONOAIGHWI, 90-94 3a 1 xB. ApTepianb-
HWUIM TUCK — 90/40 MM PT. CT. Ha 060X pyKax.

XuBIT CUMETPUUHUIA, Bepe yuacTb B aKTi AMXaHHs!, 30iAbLLEHWI 3a paxy-
HOK aCLIMTUUHOI PIAVHK, NYNOK BUNMHAETLCA. MpKn Nanbnawii XuBIT M SKWUK,
6e360AiICHUIA Y BCiX Bipainax. HUXHIM Kpaii nediHkK He nanbnyeTbest. Cenesi-
Ka M HAPKKU He NanbMykoTbes. [eprcTansTika BUCAYXOBYETLCS, OCAADAEHA.

HasBHi neprdeprnyHi Habpsiku NepeaHbOi YEPEBHOI CTIHKM Ta 000X HUX-
Hix KiHUiBOK. OcTaHHi TenAi Ha AOTUK, 6e360AICHI, NyAbcaLlis AELLIO ocAabae-
Ha Yepes BUpPaXeHUI HabPsIK, aKTUBHI Ta MacKBHI PyXy 36epexeHi.

®i3ioN0riyHi BiaAMpaBAEHHS B HOPMI.

AiarHo3 npu rocnitanisauii: PeCTPMKTMBHA kapaioMionarisi, cepuesa He-
poctatHicts Il ct., ®H IV, aHacapka, acumT, KapAiaAbHUI LMPO3 NEYiHKM.

MauieHTKy NepeBeAEHO A0 BIAAINEHHSA @aHECTE3IONOTIT Ta IHTEHCUBHOI
Tepanii. Mia MicLueBUM 3HEBOAOBAHHSIM BUKOHAHO AanapoueHTes. [Mi3Hi-
L€ MPOBEAEHO MyHKLLKO NPaBOi MAEBPAAbLHOI MOPOXHUHMU.

Pe3ynbTati AeAKUX AabopaTopHO-IHCTPYMEHTaAbHUX AOCAIAKEHD
3aranbHui aHani3 kposi 09.09.2017 p.: Hb - 143 /A, Ht - 48 %,
eputpounTn — 4,73 T/A, nerkoumntn — 12,1 T/A.

3aranbHUIM aHani3 Kposi 12.09.2017 p.: Hb - 115 r/A, Ht - 38 %,
eputpoumtn — 3,71 T/A, TpoMbOLMTU — 118 T/A, AekoupTn — 7,4 T/A.

BioxiMiuHuin aHani3 kKposi 09.09.2017 p.: 3aranbHuUii BinOK — 64,7 /A,
3aranbHUi BiAipyBIH - 28,3 MKMOAb/A (MPAMUIA — 5,2 MKMOAb/A), Kpea-
TMHIH - 144 MKMOAb/A, cevyoBMHaA - 19,6 MMOAb/A, @30T CEUYOBMHU -
9,16 MMOAb/A, TAHOKO3a — 6,1 MMOAb/A, EAEKTPOAITU: Kaniri — 6,1 MMOAL/A,
HaTpir - 139 MMOAb/A, XA0p — 105 MMOAL/A.

BioximiuHmi aHani3 kKpoBi 12.09.2017 p.: 3aranbHUii 6inoK — 56 /A,
3aranbHWi BinipybiH — 30 MKMOAL/A (MPSIMKUIA — 6,0 MKMOAb/A), Kpea-
TUHIH — 198 MKMOAb/A, CeYoBUHA — 26,5 MMOAb/A, @30T CEUOBUHU —
12,4 MMOAb/A, TAHOKO3a — 4,0 MMOAL/A, EAEKTPOAITU — Y MeXax HOPMMU.

Koaryrorpama 09.09.2017 p.: Tpomb6iHOBMIA Yac - 18 ¢, NpoTpombi-
HoBUI iHAeke (MTI) - 36 %, akTUBHUI Yac pekanbLmoikalii — 78 ¢, di-
6puHoreH - 2,22 r/a, dibprHoreH B — HeratuBHUWA.

Koarynorpama 12.09.2017 p.: Tpom6iHOBMIM yac - 15 ¢, MTI - 43 %,
aKTMBHWI Yac pekanbUpmoikauji - 101 ¢, dpibpuHoreH - 7,55 r/a, ibpu-
HOreH B - ++.
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PucyHok 1. ®parmenTtu EKI nauieHTtku f. H. A., 38 pokis
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PucyHok 2. PeHTreHorpadin opraHiB rpyaHoi Kaitku 09.09.2017 p. MpaBo6iuHuii riapo-
TopaKkc. Y AiBill NTOAOBUHI FPYAHOI KAITKW - iMNAQHTOBaHUM LUTYYHUIA KapAiOCTUMYAATOP

PucyHok 3. PeHtreHorpacdis opraHiB rpyaHoi Kaitku 11.09.2017 p. MpaBo6iuHui 6a-
3aAbHO-MIDKUACTKOBUM TiapoTopakc. PeHTreHOHeraTuBHa AMHaMiKa MOpPiBHAHO 3 none-
peAHim 3HiMkom (Bia 09.09.2017 p.)
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3aranbHui aHani3 ceui 10.09.2017 p.: 6inok - 0,109 r/A, L - 1-2-3
B MOAI 30py.

3aranbHUIA aHani3 cedi 12.09.2017 p.: 6inok - 0,1 /A, L - 8-10 B
MOAi 30py.

AocAipkeHHs naeBpanbHoi pianHn 11.09.2017 p.: piAvHa € TpaHCCy-
AQTOM.

MpoBoAnAKM HeoAHOPAa30BUIK KOHTPOAL EKT, 3okpema 09.09.2017 p.:
dibpurnsLia nepeacepAb 3 uactotoro 66-70 3a 1 xB, bAOKaAa NPaBoi Ta
AiBOi HiXOK cToB6Yypa lica, cybeHAOKapAianbHa iLIEMIs Y BiABEAEHHSX
V4-Vg (pycyHOK 1).

PeHtreHorpadia opraHis rpyaHoi kaitkn 09.09.2017 p. Ta 11.09.2017 p.
MiATBEPAMAA HasiBHICTb NPaBO6IUHOTO 6a3aAbHO-MiXXUYaCTKOBOrO TiAPOTO-
pakcy (p1cyHok 2, 3).

Y3/ opraHiB uepeBHoi NopoXxHKWHK (OYI) 11.09.2017 p.: «3acTiHa» ne-
UiHKa, eKCyAATUBHUIA NAEBPUT cnipaBa, AUdY3HI 3MiHM NapeHXiMK HUPOK.

3aKAHOYHWUI AiarHO3: PECTPUKTMBHA KapAIOMIOMaTisi; LUTYYHWUIA BOAIN
putMy (2015 pik); dibpuAALLa nepeacepab, NocTiMHa dopma; baokaaa
npaBoi Ta AiBOi HixXoK cTtoBOypa lica; cepuesa HepocTaTHicTb Il cT., PH IV,
KapAiaAbHUIA LMPO3 MeYiHKK; aHacapka, acLWT, EKCYAATUBHWUIA NpaBobiy-
HWUIA NAEBPUT; ABODIYHA HUXKHBOYACTKOBA 3acCTiiHa NMHEBMOHIS; XPOHIUHA
HUpPKOBa HepocTaTHICTb |-l CT.

AikyBaHHA

Rivaroxaban 10 wmr, Carvedilol 6,25 wmr, Spironolactone 100 wr,
Torasemide 20 wmr, Furosemide 40 mr, Dexketoprofen 50 mr, Captopril
12,5 mr, Dopamine 200 wr, Ceftriaxone 1,0 r BHyTPiLLHBOM'I30BO ABIui,
Albumin 20 % - 100,0 ma, NnpaBobivHa NAEBPaAAbHA NMYHKLIS.

Ha TAi nocTiviHoi iHoy3ii aoodaminy (8-10 mkr/kr*xB) 12.09.2017 p.
BiA3HaUYanacst HectabinbHa reMoAMHaMIKa, OAIrypis.

Y xBopoi 13.09.2017 p. BUHWMKAA 3ynUHKa KPOBOObIry. PeaHiMaLjiHi
3aX0AMN BUSIBUAUCS HeedeKTBHUMKU. O 02:06 KOHCTaToBaHO BioAOTiUHY
CMepTb.

Takum urHoMm PKMI, npu fikil Bin3HauYa€eTbCcsl HENpPaBKAbHA AiaCTo-
AiYHa YHKLA BHACAIAOK PECTPUKTMBHOIO (0OMEXEHOTO) LLIAYHOUKOBO-
r0 HamOBHEHHSI Yepe3 BUCOKY BEHTPUKYAAPHY XOPCTKICTb HaAMIPHO
KOPCTKMX CTIHOK LUAYHOUKIB Ha Ni3Hi CTaaii XBOpobU, MOXE AEMOH-
CTPyBaTU MOPYLUEHHST CUCTOAIYHOI dyHKUji. CmepTb, NOB’A3aHa i3 cep-
LieBOIO HEAOCTaTHICTIO, € HaMbiAbLL YacTMM 3aBepLUeHHAM nepebiry
PKMI, a 36epexeHa CUCTOAIUHA DYHKLIA IHKOAW CTae MOpyLUEHO Ha
KiHUEBIM cTaaii PKMI1. Y cTaTTi HaBeAEHO Onuc BAACHOMO AOCBIAY CMO-
CTEPEXEHb TEPMIHAAbHOTO cTaHy XBopoi 3 PKMI, y skoi piarHo3 PKMI
BCTAHOBAEHUIM Ta BEPUOIKOBAHWUIA Yy CreLjani3oBaHMX BIAAINEHHSAX i3
2010 poky, i Aka TpuBano nepebyBana Ha CNOCTEPEXEHHI B KapAIOAO-
ra MoAIKAIHIKM.
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Restrictive cardiomyopathy: data from literature
and own clinical observations of terminal state

SUMMARY. Restrictive cardiomyopathy (RCMP) is divided on primary and secondary de-
pending on causing factors. Primary RCMP is provoked by idiopathic causes, which affect and
are connected to myocardium: genetically inherited or sporadically acquired mutations.
Secondary RCMP progresses under the influence of external factors and includes infiltrative
disorders (amyloidoses and sarcoidoses), storage diseases (haemochromatoses, glycogen
storage disease and Fabry disease) and inflammatory disorders like Loffler CMP, endo-
myocardial fibroses and eosynophylic endomyocardial disease. Majority of cases of RCMP is
described as idiopathic RCMP, which means that ethyology is unknown. In general RCMP is a
disease of heart muscle, which is characterized with restricted (limited) ventricle filling
because of high ventricular rigidity. Besides with other CMPs, which include dilatational and
hypertrophic, RCMP is responsible for the severe heart dysfunction. Characterizing prevalence
and severity of the state: incidents of RCMP are less often, than of other both CMPs and make
2-5 % of all pediatric CMPs. They have during further age progress the worth prognosis and
are connected to the cases of sudden death. Cases of death are widely spreaded in RCMP
among pediatric patients with 50 % of deaths occur during 2 years after identification of this
dramatic disease, which accompanies with low surviving. There are descriptions in scientific
literature of family RCMP, which manifests in childhood, and majority of published hereditary
cases of RCMP are described as autosomic dominant ones. In the case of dilatational CMP
heart insufficiency is characterized with systolic dysfunction (which means reduced ejection
fraction). From the other side hypertrophic CMP and RCMP are connected to diastolic
dysfunction (which is connected to altered relaxation). RCMP mainly is identified and
characterized by its heart hemodynamic data. “Restricted” heart in general manifests with
normal systolic function with ejection fraction commonly more, than 50 %. Main alteration
happens in diastolic heart function, although systolic function can be altered at the late stage
of the disease. RCMP is connected to the high mortality rate, especially in young patients.
Death in RCMP patients happens either spontaneously (sudden death), or is a result of
chronic heart disease and connected complications. In the latter congestive heart insuf-
ficiency often develops. Article presents the case of female RCMP patient with terminal state,
who was under the authors’ observation. Diagnosis of RCMP was identified and verified in
2010, further, she was under district polyclinic cardiologist observation without sufficient
pathogenetical treatment because of personal reasons. Since 2015 patient’s state began
progressively worsening dramatically.

KEYWORDS: cardiomyopathy, restrictive cardiomyopathy, sudden heart death, arrhythmia,
heart insufficiency.
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