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Kosanbosa O.M.", HikoHos B.B.", IBarH4eHKo C.B.", AiteuHoBa A.M.", B'toH T.1.", ®eapora O.M.?
"XQPKIBCBKiVI HALIOHOABHU MEANYHWV YHIBEDCUTET, M. XaPKiB, YKpQiHQ
2TOB «AMS», m. XapkiB, YkpaiHa

EBOAIOLLIS KAIHIYHUX TO reHeTUYHUX KOHLUenuin
KapAiomionarin

Pesiome. Hasedeno eusznauenns ma kaacugpixauii kapoiomionamiii 6 icmopuuHomy acnekmi na niocmasi ananisy
6a3u danux Ha naameopmax PubMed, Web of Science, Scopus ma Google Scholar 3 suxopucmanusam 8ionogioHux
KAHH08UX MepMiHie. BiosnaueHo, ujo 6nposadiceHHs 8UCOKOMEXHOA0TUHUX Mem0die D0CAI0NCeHb CYNPOBOONHCY -
E€MbCSL CMBOPEHHAM KOHUenuyiil kapoiomionamiil 3 6CIMAHO8ACHHAM emIiOA02IYHUX MA NAMO2eHeMUYHUX AAHOK,
Wo Mmpanceopmyomovcs 6 KAIHIMHI 03HAKU, AKi nompeOyroms cmpamugikayii, oyiHku hakmopie pusuxy, npo-
eHo3y. [lpoananizosano diaeHocmu4Hy yiHHICMb CMPYKMYPHO-OYHKYIOHAAHUX AHOMAANIL cepysi 0151 PAHICYBAHHS
KaacuyHux genomunie dusamauyiiinoi, einepmpogiunoi, pecmpukmueHoi Kapdiomionamiit ma apummoeeHHoi
Kapdiomonamii npasoeo wiaynouxka. Ilooano onuc Hosoeo enomuny Hedusramauiiinoi Kapodiomionamii nieoeo
WAYHOYKA Ma CUHOPOMIB, ACOUIo8anux 3 heHomunamu kapoiomionamiii: 2inepmpabexyaayii (HeKOMRAKmMHicMy)
Ni8020 WAYHOUKA, CUHOpomYy makouyoo. Hasedeno ananiz moxcausocmeil eenemutux 0ocaioxnceHs wjo00o 6cma-
HOBAEHHS NEPBUHHUX eMioN02iMHUX PAKMOPI8 ypadceHHs MioKapoa, GopMy8aHHs epyn pusuky. 3a3Ha4eHo, o
nepedymogamu 3acmocy8ants Memooie 1a00pamopHoi 2eHemuKy y NPaKmu4Hi po6omi € nposedeHHs 2eHeMUUH020
aHanizy Ha pieHi poounu ma ocoou, i3 6CMAHOBACHHAM 2eHeaN02IYHUX, CMAMes0-8iK08UX, (PeHOMUNOBUX Ul IHULUX
ocobausocmeli xeopux ma ixnix poouuie. BuznaueHo, ujo inmepnpemauis pe3yromamie KOMHACKCHO20 KAIHIYHO2O
006CcmediceHHs Ma NOBHO20 eeHeMUHH020 AHANI3Y HA0aEe YHOAMeHMANbHY 6a3y ma NPaKmu4Hi iHCmpymeHmu ons
cmpamuikauii cumnmomie i dughepenyiayii kapodiomionamiil, C60EHACHO20 8NPOBADICEHHS 3aX00i6 015 YCYHEHHS
apummiil, 3anobieanHs: panmosiil cepyesiii cmepmi y X60pux, HAOAHHS KOHCYAbMAYI CIMOCOBHO NPOCHOCMUYHUX
ma npeeenmu8HUxX MeOUHUX peKoMeHOauill 4aeHam poOUuHU.

KoirouoBi ciioBa: kapoiomionamii; kaacuixauii; eenemuunuii ananis; cimeiinuii anamues; icmopis; 02410

Bctyn

Kapniomionarii (KMIT) npeacrasieHi rpynow 3axBo-
pIOBaHb 3i CTPYKTYPHUMU TIOPYIIEHHSIMU Ceplisl, Mporpe-
CYIOUMM TIepebiroM Ta 3arpo3MBUMU (PYHKITIOHATBHUMM
Hacjigkamu. XapakTepHowo o3Hakoio KMII e reteporen-
HICTb KJIIHIYHUX TIPOSIBIB, 110 MPU3BEJIO 10 HEOOXiMHOCTI
BUIJIEHHST Pi3HUX TUIIIB 3aXBOPIOBaHb Ta CTBOPEHHSI KJla-
cudikaiiHUX KPUTEPIiB, SIKi ITOCTIHHO OHOBIIOIOTHCS Ta
JIOTIOBHIOIOTHCSI. BripoBaXKeHHSI BUCOKOTEXHOJIOTIUHUX
METO/IiB Bi3yasli3allii Ta e1eKTpodi3ioaoriyHoro JoCIimKeH-
HSI ceplisi, eHIIOMioKapiaabHOi OioTicii Hagae iHhopMaTUB-
Hi ITapaMeTpu ISl 1iarHOCTUKU KOHKpeTHOoi (hopmu KMIT
Ta TIOTJIMGJIEHOTO BUBYEHHSI IIMX MTAaTOJIOTIYHUX CTaHIB.

3aBIsIKM MOXJIMBOCTSIM T€HETUYHOTO aHali3y Ha MO-
JIEKYJIIPHOMY PiBHi peati3yeThcsl KOMIUIEKC 3aBIaHb 1010

BCTAHOBJICHHSI IIEPBUHHUX €TiOJOTIYHUX (PAKTOPIB ypa-
>KEHHsI MioKap/a, BU3HaYeHHs (hapMaKOreHETUYHUX 0CO-
OMBOCTel XBOpUX, (DOPMYBaHHS TPyl pu3uKy. BomHouac
repeayMoBaMu 3aCTOCYBaHHSI METO/IIB JJaO0OpaTOPHOI re-
HETUKM Y TIPaKTUYHi poOOTi € MPOBeAeHHS T€HETUIHUX
NOCTIIKEeHb Ha PiBHI pOAWHU Ta 0COOM, i3 BCTAHOBJIEHHSIM
reHeaJloTiYHUX, CTaTeBO-BiKOBUX, (DEHOTUIOBUX Ta iHIIIMX
0COOJIMBOCTEH XBOPUX Ta iXHIX POONYIB.

AHaJti3 pe3yabpTaTiB KJIiHIYHOTO 0OCTEXEHHSI, iHCTPY-
MEHTAJLHUX Ta TEHETUYHUX TOCTiIKEHb Hala€ MOXKITUBICTh
OLIIHKM TeHETUYHOTO KOMITOHEHTA TaToreHesy, nudepeH-
mianbHOi piarHoctTuku KMII, po3pobku agekBaTHOI Tepa-
MEeBTUYHOI CTpaTeTii /il 3amo0iraHHsI YyCKJIaAHEHHSIM Ta
panToBiii cMepTi, GopMyBaHHSI MYJbTUAUCLIUIUTIHAPHOTO
minxomny B MeHemkMmeHTi KMIT.
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MerTo10 1aHOI CTATTi € MOJAHHS ICTOPUYHOTO JUCKYPCY
oo opMyBaHHS Kiaacu@ikaliitHUX XapaKTepUCTUK Kap-
JioMiomnatiii 3 (GOKyCcOM Ha JiarHOCTUYHY Ta IPOTHOCTUYHY
3HAYMMICTh Pe3y/IbTaTiB TEHETUYHOTO aHaJIi3y JIJIsl TIOTJIH -
OJ1eHHsI 00i3HAHOCTI JIiKapiB y 1ili raay3i Ta iMIIeMeHTallil
BiIMOBIIHUX 3HAHb Y MPAKTUYHY HiSITTbHICTb.

IcTopUYHMN AUCKYPC
LLLOAO BU3HAYEHHS TO KAACUDIKALLn
KapAiomionarin

BuBueHHs1 maTosiorii cepiisi 3 TOMiHAHTHUM ypasKeHHSIM
Miokapaa mae gaBHio ictopito. Ile B 1891 poui jnikap i3
Jletinuura L. Krehl monas my6uikattito, y sikiii 3aripoBaainB
TEPMiH «ilionmaTUyHi ceplLeBO-M’sI30Bi 3aXBOPIOBaHHS» [1].
MMiznime E. Josserand, L. Gallavardin B 1901 poui Haganu
OIMC TaKMX TAalli€HTIB 3 JiarHO30M «II€pBMHHA MioKap-
niajibHa XxBopoOa». [losBi TepMiHa «KapaiomionaTis» MU
30008B’s3aHi W. Brigden, JJoHTOHCHKOMY KapioJsiory, SiKuit B
1957 po1ii BunaB cTaTTIO, 1110 MiCTUJIA TIPE3EHTALlil0 XBOPUX
3 IEPBMHHUM YPaXXE€HHSIM MioKap/ia HeBU3HAYE€HOI eTioJoTil
3a BiICYTHOCTI aTepOCKIIePO3y KOPOHAPHMX CynuH [2]. Bu-
XOISTYM 3 IIUX CTIOCTEPEXeHb, BiH MiIKPECIUB, 110 3aCTO-
cyBaB TepMiH «KMII» 3 MeTOI0 MO3HAYeHHS i130J1bOBaHOL
HEeKOpoHapHoi xBopobu miokapaa. W. Brigden ornucaB MaHi-
¢ecTallito 1IbOTO MaTOJIOTIYHOTO CTaHY, MOXKJIMBI TPUYMHU,
a TaKOXX BKJIIOUYEHHS ciMeiiHux dopm. BaximBuM € itoro
MOCWJIaHHS Ha OOMEXEHHSI BXKUBAHHSI JISl TAKUX TAlli€H-
TiB TepMiHa «MiOKapIiT», 110 PO3IISIAAETHCS SIK 3analb-
He 3aXBOpIOBaHHS MioKapmaa iH(ekuiiiHoi eTiomorii. Cuinm
3a3HauYnTH, 110 TepMiH «KMII» 3 Toro yacy 0yB IIMPOKO
CIPUMHSTHUI i MOCIB HaJlexkHe Miclle B KJIiHiUHil TpaKTHULIi.

Homenknatypa ta xiracudikamis KMII nocriitHo 3mi-
HIOEThCs, ITounHaoun 3 1961 poky, koau J.E. Goodwin 3
KoJIeraM1 BUAB TIepINy CTATTIO, TPUCBSIYCHY KITiHITHUM
acrieKTaM KapjioMionariii Ha MiACTaBi CIIOCTEPEKEHHS
3a 66 nalieHTaMu, Ki nepebyBaau B JikapHi JIOHIOHA.
3 naTo}i3iooriYyHOT TOUKM 30pYy aBTOPU BUIIIWIN Ha-
CTYIHi (pOpMU: 3aCTiliHy, Mi3Hillle Ha3BaHY AMUJIaTalliliHOIO,
KOHCTPUKTHBHY, IMi3Hillle Ha3BaHy PECTPUKTUBHOIO, Ta Ti-
neptpodiuny [3]. 3rigHo 3 Bu3HaueHHs M J.FE. Goodwin,
KMII — 1e migroctpe abo XpoHiuHe ypaxkeHHs MioKapaa
HEBiJIOMOI1 Ta HESICHOI €TioJIOrii, 4acTo i3 3aIy4eHHSIM €H-
JoKapna, iIHKOJIU ITlepruKapia, 1110 He € HACIiIKOM KOpoHap-
HOTO aTepOCKIEepPO3Yy.

3HauHi HayKoBi focsirHeHHs y BuB4eHHi KMII 06ymMoB-
JIEHi po3pOo0KOI0 Ta BIPOBAIKEHHSIM BUCOKOTEXHOJIOTIU-
HOTro o0JlaIHaHHS, 110 JTO3BOJMJIO KJIIHILKUCTaM BUSIBISTU
CTPYKTYpPHI Ta ¢GyHKIUiIOHAIbHI 3MiHU ceplisl, 0a3yl0unch
Ha BHMipIOBaHHI TOBIIWHMU JIiIBOTO IIJIYHOYKA, PO3MipiB
MOPOXHUH CepIsI, CUCTOJIUHOI (DyHKIIii. 3aBISIKM 3aCTO-
CYBaHHIO METOHOJIOTII Bi3yaJsi3allii cepIsl Ta OLiHIII oro
(YHKIIIOHAJbHUX XapaKTepUCTUK OYJI0 BCTAHOBJIEHO Yac-
tory KMII y pisHux monysiiisix Ta BAHUKJIA TTOTpeda B
CTBOPEHHI Kylacudikallil IMX MaTojaoriyHuX ctaHiB. Kowmi-
TeT eKCIepTiB BcecBiTHROI opraHizailii OXOpOHU 300POB’s
(BOO3), MixxHapomHOro ToBapucTBa Ta ¢eaepaliii Kap-
niosnoris 3a yyacti J.E Goodwin B 1980 poui npeactaBus
nepury kinacudikaiiro KMIT, 3acHoBaHy Ha CTPYKTYpPHMX Ta
reMoarMHaMiYHuX (peHOTUIIax, 0a3yI0UMCh Ha IIPOITO3UILisIX
nornepenHix gociigHukiB [4]. Came Toai OyJio BUaiEeHO

Tpu KitacuuHi popmu KMII: qunaramiitHa, rimeprpodidHa,
pectpukTuBHa. KMII Oynu BU3HaHi SIK imionaTu4Hi, TOOTO
HEeBiIOMOI €TioJIoril, TUM caMUM OYJI0 MigKpecIeHOo Iep-
BUHHMI XapaKTep LIMX MaTOJIOTiYHUX CTaHiB, SIKi BiTOKpeM-
JIEHi BiJl 3aXBOPIOBaHb 3 MOAIOHUM KJIiHIYHUM (DEHOTHUIIOM,
110 MaJI crielriyHe BTOPUHHE TTOXOIKEHHSI, SIK-OT Tirnep-
TEH3is, KOpOHapHa XBopoba ceplis, KianaHHi Baau cepiis. Y
1995 potii ekcrieptu BOO3, MixkHapoaHOTo TOBaprcTBa Ta
denepalrii KapaioJoriB OHOBUJIM BU3HAYEHHS Ta Kitacudi-
kauito KMII [5]. 3 nonepeanporo noxanHs 1980 poky Oyio
BWJIYYEHO TIOHSTTSI «<HEeBiIOMOT'0 MOXOKEHHSI» Ta 3MiHEHO
Ha «BCi 3aXBOPIOBaHHsI MioKapa, sIKi acOlIil0I0ThCS 3 Kap-
NiaJbHOW AUCHYHKIIIEI», 3 OIJISIAY SIK Ha €TioJoTilo, Tak
i Ha marodizionoriuni nmposisu. Knacudikauisa 1995 poky
BKiTouasa taki popmu KMII: mumaraniiiny, rineprpodidny,
pectpukTuBHy [5]. Ciix 3a3Ha4nTH, 110 €KCIIEPTU 3HAYHO
posmmpuan kinacudikaniitamii miamazon KMII. 1o Bxe
Bimomoi rpynu 0ysno gonaHo apurmoreHHy KMIT nmpaso-
ro nutyHouka. Ilepiiuii onuc 1boro MaTojJoriyHOro CTaHy
HanaHo B 1982 poui Ha npukiani 24 KIiHIYHUX BUIIAJIKiB
XBOPUX 3i IIUIYHOUKOBOIO Ta CYITPAaBEHTPUKYJISIPHOIO Taxi-
Kapi€io, TUCIIa3i€0 MpaBoTo IUIYHOUKA, MiaCcTOIIYHOIO
IUChYHKITIEID, aCUMIITOMATUYHOIO KapIioMeraji€lo Ta He-
JIOCTATHICTIO TIpaBoro luIyHouKa [6]. [TounHatoun 3 wiel
yOstikallii, B IKiii 3aCTOCOBAHO TEPMiH «IMCILIa3isl TPaBOTO
LIJTYHOUYKa», Y MoAaJblIoOMY OYyJI0 MpeAacTaBIeHO MNOomiOH1
KJIHIYHI XapaKTePUCTUKU XBOPUX, 1110 TIPUBEJIO 10 MOSIBU
TepMiHa «aputMoreHHa KMII npaBoro 1utyHouka» Ta BU-
KJIMKAJIO 3alTUTaHHSI CTOCOBHO TTOXO/KEHHSI XBOPOOU —
nucruiasis, nuctpodis abo miokapait [7]? JdiarHocTuaHi
Kkpurepii apurmoreHHoi KMII 6yno po3pobieHo BiAoBin-
HO 0 HACTAHOB €KCIIEPTiB poboYolo rpymnoio B 1994 pormi
[8]. diarHo3 apurMoreHHoi KMII rmoOymnoBaHO Ha CTPyK-
TYPHUX, TiCTOJOTIYHNX, eIeKTPOoKapaiorpadivHmX, KITiHIdI-
HUX O3HaKax Ta CiMEifHOMY aHaMHe3i 3aXBOPIOBaHHSI, 1110
CHCTEMAaTU30BaHO y BUIJISIII BEJIMKUX Ta MaJIUX KaTeropii,
SIKi MaJii BUCOKY crieiindiuHicTb. OCHOBHA yBara mpuaiisi-
€ThCSI MOPYILIEHHSIM IIPaBOro IIUTYHOUKA i mependadyaeThbest
BiICYTHICTh 200 HE3HaUHE 3aJIy4eHHSs JIiBOTO IIIYHOUKA
3 METOI BUKJIIOYEHHS 3arajlbHUX 3MiH ceplisi BHACTIA0K
imeMigHoOi XxBopobu cepirsg abo murataniitHoi KMII. 3a-
BISIKW BIPOBAIXKEHHIO HOBITHIX METO/iB Bi3yasi3allii, sIK-
ot 3D-exokapmiorpadiss, MPT Tta enexrpodiszionoriune
TOCJTIIKEHHS Ceplisi, Ta HAKOMWYEHHIO TOAaTKOBMX Jlia-
rHocTuYHUX MapkepiB B 2010 poiii 0yJ10 OHOBJIEHO KpUTe-
pii aputmMoreHHoi KMII, 1110 MaloTh BUCOKY MiarHOCTUYHY
qyTauBicThb [9]. 3rinHo i3 cydacHUMMU TMOTJISIIAMU, apUT-
moreHHa KMII nmpaBoro nuryHo4YkKa HaJaeKWTh IO TPYIN
3aXBOPIOBAHb 3 HASIBHICTIO ITYHOYKOBUX apUTMiil, CTPyK-
TypHUX aHOMAaJTiii MioKapa, 1110 BUSBJISIOTHCS 32 JOITIOMO-
rOl0 METO/IiB Bidyasti3allii cepliisi, MaKpo- i MiKpOCKOITIYHUX
NOCiIKeHb TKAHWH MpPU IIPOBEIeHHI eHI0MioKapaialbHOL
6iomcii. B ocHOBi MOpGoIOTiUHNX MPOSIBIB 3aXBOPIOBAHHST
JIEXXUTh 3aMillleHHsT MiOLMTIB (hibpobiacTaMu, XXKUPOBOIO
TKAaHWHOIO Ta €KCTPALICTIOISIPHAM MaTpuKcoMm [10].

¥ 1995 poui excrieptn BOO3, MixxHapoaHOro ToBa-
pucTBa Ta denepallii KapaioJOriB OHOBUJIM BU3HAYEHHS Ta
knacudikanito KMIT [5]. Y knacudikartii 1995 poky Bui-
JIEHO HOBY clelliajbHy Ipyny HekiacudikoBanux KMII, no
SIKOI BKJTIOUMIIU (hiOpoeiacTo3, HEKOMITAaKTHUI (TyOuacTuit)
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MioKapJ, CUCTONIYHY AMC(PYHKIIIIO JiBOTO IIIYHOYKA 3
MiHIMaJIbHOIO IWJIaTalli€l0, YPAXKEHHS MioKapia Ha PiBHI
MIiTOXOHIpili. 3a3Ha4YeHO, 1110 apPUTMil Ta ITOPYILIEHHS IIPO-
BiTHOCTI ceplIsl TAKOX MOXYTh OYTH IMPOsSIBAMU TTEPBUHHUX
MopyllleHb MioKap/a, aje 0ysa MpoIo3ullisi He BKIIOYATH 1X
1o kareropii KMII. I[puBeprae yBary cTBOpeHHsI KOHIETIIIT
reteporeHHuX criemgiynux KMII, sika BTijieHa B cydacHy
KJIIHIYHY IPaKTHUKY i PO3TJIsIAac ypaxkKeHHS M’si3a Ceplis.
o cnenudivyHUX KapaioMionaTiii BiTHECEHI ypakeHHS Mi-
oKapa 3 BiZOMOIO €TiOJIOTi€I0 i maToreHe30M — illleMiyHa,
KJIallaHHa, TilepTeH3WBHA, 3arajbHa (MioKapauT), MeTa-
o6oxiuyna KMII, a6o Taki, 1110 € CKJIagf0BUMHU 3aXBOPIOBAaHb
CTIOJIYyYHOI TKAaHUHU, SIKi aCOLIIIOIOThCS 3 TIEBHUMU Ceplie-
BUMU posnanamu. KapaiaabHa qUC@yYHKILST BUSBISIETHCS
Y XBOPHUX 3 HEMPOM’SI30BUMM TTOPYIICHHSIMM, HATTPUKJIIAT
3 M’SI30BOIO TUCTPOQI€I0, a TAKOX BHACIIIIOK BIUTMBY TOK-
CUYHUX PEUYOBUH. Y MiCIISMIOJIOTOBOMY IEpioai y AesIKUX
JKIHOK MOKJIMBI CEpLIEBi MOPYIIEHHS, 110 TPAKTYIOThCS SIK
nepunapTtagibHa KMII.

VY 2006 pori AMepukaHChKa acolliallisi KapIiosoTiB
Pa3oM 3 KJIiHIYHMMU KapAiojoraMu, crietiajlicTaMy B ra-
JIy3i cepleBOi HEIOCTAaTHOCTI Ta TPAHCIJIAHTOJIOTI1, TIpe-
CTaBHUKaMU MiIXIMCUiIMJIiHApHOI poO0OYOi IpyIu 3 reHO-
MiKH, eIifeMioorii Ta MpodiIaKTUKKU BUAAJIN HACTAHOBY,
NPUCBIYEHY BU3HAYECHHIO Ta Kinacudikauii KMIT [11]. Y
HACTaHOBi HAroJIOLIYETHCS HAa MEPCIEeKTUBHOMY MiAX0Ii
3 BKJIIOUEHHSIM T€HETUYHUX JOCSITHEHb Ta MOCUJIAHHSIM
Ha HEBIAMOBIIHOCTI AeSKUX MOJIOXEHb MOIMEpPenIHiX HO-
MeHKaTyp. HoBuit HammpsiMOK IoJisiraB y TpaHcgopMalrii
deHoTUIIOBOI KiIacu(ikallii B eTioJIoriyHy Kiacugikariiro.
byna Buninena neppunHa KMII, npu sKiil 3ainydaeTbest
TiIBKK ceplie, Ha nmpoTuBary BropuHHiin KMII, nio xa-
PaKTEPU3YETHCS TeHEePaTi30BaHUMU MYJIbTUOPTaHHUMU
nopyueHHsIMu (xBopoba AngepcoHa — MDabpi, aminoinos,
CapKoig03 TONIO).

B ocTtanHi mexanu B KapoioJIorii CIIOCTepiraeThbCst 3Ha-
YHUU Mporpec B pO3yMiHHI MEXaHi3MiB PO3BUTKY MATOJOTi1
MioKapaa 3aBISIKM 3aIlIpOBaIXKEHHIO METOIiB MOJIEKY/ISIPHOI
reHeTuKku. by BctaHOBJIEHI HOBI BUIM MATOJIOT1, HATIPU -
KJ1aJ iOHHI KaHaJo0Marii, sIKi XapaKTepu3yloThCsl MyTalli€lo
MIPOTEiHIB IOHHMX KaHAJIB i MOXKYTb IIepeIyBaTH ITOTCHIIil-
HUM CMepTeJbHUM LIUTYHOUKOBUM apuTMisim [12]. XBopoou
iIOHHMX KaHaJIiB Oy/Ix MOIiJIeHi Ha TpY CYOIrpymnu 3ajiesKHO
Bif iX eTioyiorii — reHeTUYHi, 3miltani, HaOyTi. Kanamonarii
(kopotkuii Ta mogoBxeHuit QT Ha ereKkTpoKapaiorpami,
cunHapom Brugada, nmoniMopdHa 111yHOYKOBa Taxikapisi) 3
HasIBHICTIO HOPMaJILHOTO 3a PO3MipOM Ceplisl, BiICYyTHICTIO
CHUCTOJIIYHOI Ta MiaCTOMIYHOI AUCHYHKIIII Oy BKIIIOYEHI
no rpynu KMII, Tomy 1o myranisi ioHHUX KaHaJlliB Bil-
MHoBigaJbHA 3a TTOPYILIeHHS 0i0(i3UYHUX BJIACTUBOCTEN Ta
CTPYKTYpH TTPOTEiHY, CTBOPIOIOUH eJIeKTpodi3ionoriuHi rmo-
PYLIEHHS KapaiOMiOILIMTiB, 1110 MPOSIBISIETHCS MEXaHIYHOIO
Ta/ab0 eJeKTPUIHO AUCHYHKIIIE ceplls i MPU3BOAUTH
(He 3aBX/aM) 10 MATOJIOTIYHOI rineprpodii ado mumarariii
[ITYHOYKIB.

Hose BuzHaueHHsa KMII, BaxkiauBe 411 MOBCSIKIEHHOT
KJIiHIYHOI MPaKTUKU, OyJI0 3alPOIIOHOBAHO €KCIepTaMU
po0oYoi Tpynu 3 3aXBOpIOBaHbL MioKapa Ta IlepuKapia
€Bpornelicbkoro ToBapucTBa KapaiosaoriB 'y 2008 porti [13].
KMII Bu3Ha4YeHO SIK 3aXBOPIOBAHHS MioKapza, IIpH SIKOMY

cepLeBUU M I3 Ma€ CTPYKTYPHUI Ta QYHKIIIOHATbHUMA
nedekT 3a BiIcyTHOCTI KOpOHApHOi XBOpoOU ceplis, Tinep-
TeH3ii, KJTamaHHUX a00 YPOIXKEeHUX Ba CEplIs, 110 CYTTEBI
JUTST TIOSIBU CEPLIEBUX aHOMAJTil, SIKi CIIOCTEPIraroThCs y
xBopux 3 KMII; TakuM yrHOM, HE MPOIMOHYETHCS BXU-
BaTtu TepMiH «crietudiyni KMIT». [lyxxe BaxiauBo, 1110 B
3alpoONOHOBaHill Kjnacudikalii BUKJIIIOUYEHO MoNepeaHii
BHUpAa3 «3aXBOPIOBAaHHS MioKapaa HEBiZOMOI eTionorii» SIK
MPOSB iCHYIOYOI 10 TEHETUYHOI epu KOHLenii. PazoMm 3
TUM, 3BaXalOul Ha CUMIITOMHU, aHAMHE3 Ta pe3yJbTraTu
Bisyautizailiii cepust, Briepiie yotupu Kareropii KMIT: nu-
JaTaliiiHa, rineptpodiuyHa, peCTpMKTUBHA, apUTMOI€HHA
MpaBOro NUTYHOUYKa — OyJIM MOJiJIeHi Ha CiMeiiHi Ta Heci-
MeitHi popmu. IMepeBaroro kiacugikaiiii €BponeiicbKoro
TOBapUCTBA KapIiOJIOTiB CJIil BBaXKaTH TOl (DakT, 110 BOHA
OpieHTOBaHa Ha KJIiHiKY, IPY LIbOMY I'PYIHA 3aXBOPIOBaHb
MioKapJia CTBOPIOIOTHCS BiAMMOBIZHO 10 MOopdoorii Ta
(YHKIIIT IUTYHOYKIB cepiisd, 10 € ONTUMAIbLHUM ITiIXOI0M
IUJIS1 1iarHOCTUKMU Ta JIiKyBaHHS nauieHTiB. [IparmatnyHuit
Tmiaxin Takoi kinacudikaiii 00yMOBII€HO KJTIHIYHUMU OCO-
onuBocTaMu KMII 3 akileHTOM Ha CTPYKTYpHO-(PyHK-
LiOHAJIbHI XapaKTepUCTUKU Ceplis, ajie MPU BU3HAYEHHI
€Ti0JIOTiYHOI0 Pi3HOMAHITTS HEOOXiTHO 3BEpTaTH yBary
Ha reHeTUYHi Ta HETeHeTUYHI MiATUTIU.

CyTTeBO, 1110 eKcrnepTu €BPOIeilchbKOro TOBapuCTBa
KapioJIoriB He BBaXKaloTh 3a AOLIJIbHE BKJIIOUATU B KJla-
cudikanito KMII xananonarii, 1o He MaloTh TOCTaTHBOI
KJIiHiYHOI miaTpuMKu. [TopiBHSIHO 3 MOMEpPEeaHbOIO Kila-
cudikamnieo B 2008 powi Oys0 BUKIIOYEHO creln@idHi
KapaioMionaTii — ilIeMidHy, TrinepTeH3UWBHY, KJalaHHy. Y
Kinacudikaliiro gomaHo TepMiH «3anaabHi KMII», sxki cta-
HOBJISITH minrpyny aunatauiitHoi KMIT i nonineHi Ha Tpu
dopmu: iHDeKIiIMHUHA, IMyHHUI Ta TOKCUYHUI MiOKapaIuT.
Jo rpyn HexknmacudikoBanux KMII BkiroueHO HOBI ImaTo-
JioriyHi popmu — HekommakTHy KMIT niBoro mimyHouka
ta KMII Tako1y6o.

¥ 2011 polii amepuMKaHChKi eKCIIEpTH BUIAIM HACTAHOBY
CTOCOBHO JIiarHOCTUKH Ta JiKyBaHHs rineprpodiunoi KMIT
[14]. Y 2014 po11i OCHOBHI TIOJIOKEHHSI 3 11i€i TEMaTUKK OYJ10
CTBOPEHO eKcriepTaMu €BPOMNelicbKoro ToBapucTBa Kapio-
soriB [15]. ITossBa mokymeHTa OyJia 0OTpyHTOBaHA THM, IIIO
iCHyBaJia BEJIMKA KiJIbKiCTb Pi3HMX HOMEHKJIATYPHUX MMO3Ha-
YeHb LILOTO CTaHYy, 0COOJIMBO B IIEPioJ paHHIX JOCTIIKEHb:
TaK, y 1868 poui A. Vulpian et al. ormicanu rineptpogiuHmii
cybaopTanbHuii creHo3 [16]. Tepimii onuc wiei maTosorii
IIpU aBTOICiitHOMY o0cTexxeHHi 0yB y 1907 pomi [17]. ¥V
1957 poui R. Brock Hanae B ctaTTi onuc hyHKIIiIOHATbHOT
00CTpyKIIii JTiBOTO IUIyHOUKa, 0OYMOBJICHOI a0pTAIbHUM
nigkiananHuM creHo3zoM [18]. Pokowm miznime D. Teare
Ha aBTOICiHHOMY MaTepiajli 3HaXOIUTh Ae30pTaHi3allilo
MioKapIiaJIbLHUX BOJIOKOH Ta aCUMETPUYHY TirepTpodito
y CeMU MOJIOAMX OcCi0, siki panToBo nmomep.u [19]. ¥V 1964
poui E. Braunwald et al. HamaloTh aHaJi3 3MiH cepls y 64
Mali€HTIB IIPU MAaTOJOTIYHOMY CTaHi, SIKUIi BOHU Ha3Baau
«igiomaTUYHUN TinepTpodivyHmii cy0aopTaIbHUI CTEHO3»
[20]. ¥ Tomy x poti B ctatTi J. Cohen et al. 3’IBUBCS TepMiH
«rineprpodiuna ooctpyktuHa KMIT» [21].

3HaHHSA moIo eTiojorii Ta matoreHe3y KMII 3HauHO
MOIIMPIOBaINCS B iH(popMalliliHOMY MPOCTOPi 3aBASIKU
BIIPOBA/IXKEHHIO HOBITHIX METO/IB Bidyasnizaliii cepus Ta
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MOJIEKYJISIDHO-TEHETUYHUX TEXHOJIOTI. Yce 11e cripusijio
CTBOPEHHIO Ta iMILJIeMeHTallii JOMOBHEHb Ta OHOBJIEHb
kinacudikamii KMII. ¥ 2013 poui onpuiiogHeHa Kiacu-
dikanigs KMII, mo6ynoBaHa 3riqHo 3 (peHOTUIIOBO-TEHO-
TUIIOBOIO HOMEHKJIATypolo, cxBajieHa BcecBiTHBOIO (hene-
paieto cepis [22]. @okyc 3amponoHoBaHoOI Kiaacudikarii
OyJIO CIIPSIMOBAHO Ha BCTAHOBJIEHHSI AiarHO3y B KJIiHIYHil
npaktuili. [logiGHO 10 OHKOJIOTIYHMX 3aXBOPIOBAaHb KJla-
cudikallist Mmasia Ha3By y Burjsiai abpesiarypu MOGE(S),
110 BKJIIOYajia HACTYITHI XapaKTepUCTUKU: MOPGODYHK-
mioHanbHui peHorun (M); 3anyuyeHHs opraHa (-HiB) (O);
reHetuuHi natepHu (G); etionoriune nmoxomxkeHHs (E);
dyHkuioHanpHu# ctatyc (S). Kinacudikaiis MOGE(S)
He 3HalIIa MPUXUIBHUKIB i IIMUPOKOro KJIiHIiYHOTO 3a-
cTocyBaHHSA [23].

InTepec no npodsemu KMII He Buiyxae, mpo 1e CBif-
yuTh nosBa B 2023 poili HacTaHOBU 111010 BeneHHsT KMII,
sika OyJia CTBOpeHa poO0YO0I0 IPYIIOI0 eKCIepTiB €Bporieii-
CbKOT'O TOBapuCTBa KapmaioJioriB [24]. HacTaHoBa MicTUTH
dyHIaMeHTaIbHUIM MaTepiai, sIKuii Ma€e Ha MeTi 3abe3rie-
YUATHU HAJAHHS TOMOMOTH JIiKapio i MauieHTy B NPUNAHSATTI
palioHAJILHOTO PIllIeHHS B Pi3HUX KIIHIYHUX CUTYalIisIX Ta
BKJIIOYA€ BUCBITJICHHSI aKTyaJIbHUX TTOJOXEHb CTOCOBHO
KMII: peHotunu; cunapomu, acouiiioBani 3 KMII; emi-
JIEeMiOJIOTisT; CYIIPOBII XBOPUX 3 BKJIIIOYEHHSIM KJIIHIYHOTO
00CTEXKEeHHSI, OLIIHKOIO CUMIITOMIB, TeHETUYHOI'O TeCTyBaH-
Hs Ta KOHCYJIBTYBaHHS; JiarHOCTUYHI 3aXOIM B IIemiaTpii;
HepeJliK OiarHOCTUYHMX Ta JIiKyBaJIbHUX PEKOMEHIAllili;
MEHEKMEHT XBOPUX BiZIMTOBITHO 10 (DEHOTHUITIB; BeAEHHS
xBopux 3i cneuudivnumu KMIT; cuctematr3oBaHi moso-
JKEHHS MEIMKO-COLliaJIbHOT JOMTIOMOTH Ta iHIIIe.

Ak BusHauennss KMIT HagaeTbes OCTiBHE TBEPIKEH -
Hs1, 110 chopmynboBaHo P. Elliott et al. me B 2008 poui [13].
IlingkpecmoeThes, 0 iCHye 0OMexXKeHa KUTbKICTb paHIOMi-
30BaHUX KJIIHIYHUX JAOCJIKEHb i3 3aJTy4YEHHSIM MalliEHTIB
3 KMII, Tomy OinbInicTh peKOMeHOallill y HaCTaHOBi 6a-
3y€EThCSl HAa oOcepBalliliHili KOropTi XBOPUX Ta CHiJIbHOMY
BUCHOBKY €KCIIEPTiB. ABTOPU CTBEPIXKYIOTb, 1110 MaTepian
MiCTUTb HOBI TTOJIOXKEHHSI, 32 BUKJTIOUCHHSIM PEKOMEH 1alliit
crocoBHO rineprpodiuynoi KMII, o BugaHo B 2014 pori
minm erimoro €BponeiichbKOTro TOBapUCTBa KapaionoriB [15].
3 metoto ineHtudikaitii peHorunis KMIT nponoHyoTh-
cs1 MopdotoriyHi o3HakM (rirepTpodis JiBOro MUTyHOYKa
Ta/ab0 MpaBoro IUIyHOYKA; MUJIaTallis JiBOro IUTyHOYKa
Ta/ab0 MpaBoTo 1UIYHOYKA; HeillleMiuHi pyoli Miokapaa
IIJTYHOUKIB, 1110 TTOTPiOHO BUSBJISITA 3a JOTIOMOTOI0 Mar-
HITHO-pe30HaHCHOI ToMorpadii) Ta GyHKIIiOHAIbHI O3HAKKU
(cucromiyHa TUc@YHKIIIS IUTYHOUKIB IJ100ajIbHA, perioHap-
Ha). 1o knacuunux pernorunis KMII BinHeceHo Taki, 1110
OyJI1 3aIIpOIIOHOBAHI B IMOMNEpeNHiX Kiacudikallisix, a came
rineprpogiuHa, tunaTaiiiiiHa, peCTpUKTUBHA, apUTMOT€HHA
KMII npasoro uutyHouka. ¥ Hacranosi ESC (2016) mpo-
BeIIeHO peBi3iio TepMiHa «auiaTauiiitna KMIT» Ta 3amouar-
KOBaHO HOBY KaTeropilo 3aXBOPIOBAHHS — TiMMOKIHETUYHY
HegunaTtamiiny KMIT [25].

Jo BaxymBHMX iHHOBaliil HacTaHoBU 2023 poKy HaJje-
KUTh OMKC HOBUX O3HAK Ta CUHAPOMIB, acollilioOBaHUX 3
denorunamu KMII, no sikux BimHeceHO rinepTpadeKyisi-
11i10 JIiBOTO IIIJTyHOUYKa (HEKOMITAKTHICTb JIiBOTO IIITYHOUYKa)
Ta CUHJPOM TaKolly0o. BinmnosigHo 1o paHHix myoikaitiit

IMOJAaHHS 1Ii€l MaTOJIOTIi 3p00JIEHO Ha TIPUKIIami aHOMAJIiit
AHATOMIYHOI CTPYKTYPHU JIIBOTO LIJTYHOYKA, TaK 3BAaHUX
CUHYCOIIiB, y MMOEAHAHHI 3 YPOIXKEHUMHU BagaMU Ceplid,
SIK-OT Ae(eKTU MiXKIIepeIcepaHOI Ta MixKIILTYHOYKOBOI T1e-
peropojiku, CTeHO3 JIETeHEeBOI apTepii, aTpe3is aopTu, KO-
POHApHO-IIUTYHOUYKOBA (hicTya Ta iHIi, SIKi BUSIBJISLIACS B
MpolieCi aBTOINCIHHOro AOCTIIXKEHHS Ta ITiJ] Yyac Bizyasizaltil
cepus (exokapmaiorpadisi, anriorpadis) y mpeHaTaIbHOMY
Mepiofli, Yy HOBOHAPOKEHUX i NiTeil cTaplInX BiKOBUX Ka-
teropiii [26—28]. ¥ 1990 poui T.K Chin et al. npe3eHTyBanu
8 KJIiHIYHMX BUMAMKIB JiTEH, TOCTIIKEHUX 32 JOTIOMOTOIO
exokapaiorpadii, 3 BUSIBIEHUMU CIIeIUPIYHUMU MioKap-
NiaTbHUMU aHOMaJTisIMU 1 3aBISIKM pO3POOJIEHUM JiarHOC-
tnaHuM Kputepisgm (California criteria) Bnepiie Hagaau
Ha3BY CaMOCTIiTHili HO30JO0TiuHi#t popMi — «i30abOBaHA
HEKOMIIaKTHICTh MiOKap/a JIiBoTo IITyHouKa» [29]. ¥ 1mo-
JAJIbIIOMY HAKOTIMYYBAJIMCS Ta TTOTJIMOII0OBAIUCS 3HAHHS
CTOCOBHO €TiOIaTOreHEeTUYHUX, MOP(POMETPUIHUX, TeHE-
TUYHUX iIHTerpOBaHUX MTOKA3HUKIB HEKOMITAKTHOCTI JIiBOTO
LITYHOUKA 3aBISIKM 3aCTOCYBAaHHIO MarHiTHO-PE30HAHCHOT
Tomorpadii, MOJIEKYJISIPHUX METOIB JOCTIIKEHHS SIK JIITei,
TaK i mopociux. [Ipu mpoBenenHi 37 555 TpaHcTopakaib-
Hux oocTexxeHb M. Ritte et al. y 1997 p. noBimoMmiIm npo
17 xBopux (14 4onoBikiB Ta 3 xXiHKM) BikoM Bim 18 mo 71
POKy, cepen sikux y 10 BUsIBIIeHa TilepTpaOeKyJIsiisl TiBOTO
HUTYHOYKA, ay 7 — 060X 1u1yHoukKiB [30]. ITpotsarom 6-piu-
HOTO Tepiojly CIOCTepeKeHHs § Malli€eHTiB momMepsiu ta 2
MpoBeieHa TpaHCIUIaHTalis cepus. Y 1995 poui BeecBiTHs
oprasizallisi OXOpOHU 310poB’s1, MiXkHapoaHe TOBapHUCTBO
Ta heiepallisi KapIiosoriB BKIOYWIM HEKOMITAKTHH (Iy0-
yacTUI) MioKap 0 HOBOI CIleliaJIbHOI TPy HeKJ1acudi-
koBanux KMII [5].

Hosum denotunom HexkiacugikoBaHoi KMII e ctpec-
IHIyKOBaHa KapaioMiomnarisi, ska OyJjia BOeplile onucaHa
B 1991 potii, SMTOHCLKUMU BUCHUMHU Y 5 XBOPUX 3 TpaH-
3UTOPHUMMU ITOPYLICHHSIMHU peIoJisipu3allii Ta reoMeTpii
JIIBOTO IIUTYHOYKa, 1110 BOHU TOSICHIOBAJIM OaraTocyanmH-
HUMU KOpOHapHUMM cnazMamu [31]. ¥ mauieHTiB Bia-
Mivanucst 6ib 32 TPYJAMHOIO Ta TUMYACOBI eJleKTpoKap-
niorpadiuHi mopyueHHs 3 eaesauieo cermeHTa ST, 110
iMITYBaJIM TocTpuil iHpapKT Miokapaa. Y IMomalbIIoMy
BinOyBasocs 30iJbIIEHHS TaKMX KJIiHIYHUX CIIOCTEpe-
XKeHb cepel MallieHTiB €BpOIM Ta OIUC IX Mil Ha3BOIO
«amnysibHa KMIT» ta « KMIT takoiy6o» [32]. Ha3Ba «Ta-
KOIy0O» MOXOAUTH Bil (popMu, siKoi HaOyBa€ JTiBUMA 1ILTY-
HOYOK Y KiHIIi CUCTOJIY TIPU LIbOMY MATOJOTiYHOMY CTa-
Hi, 1110 Haraaye creliaJbHUii ropIIKK (tsubo) 3 By3bKUM
OKPYIJIMM ITHOM JJISI BUJIOBY BOCBMUHOTIB (tako — BOCh-
MUHIr). 3 orjisily Ha TpPaH3UTOPHUIA XapaKTep IbOTO IMPO-
1ecy poooua rpymna exkcrneptiB ESC-2023 He pekoMeHAYy€E
KJ1acu(iKyBaTH CUHIPOM TAaKOIIy0oO SIK KapAaioMioIlaTiio
3 HACTYITHOIO apryMEHTAlli€l0: Ha MiJCTaBi HAKOIMUYEHHS
(hakTiB 1110710 TOCTPOI ilIeMii MioKapaa BHACTiIOK MiKpO-
BacKyJISIpHOT TUC(YHKILii, a TakoxX po3risnatouun KMII
K TIEPBUHHY Ta XPOHIUHY XBOpOOy MioKapma, 0axkaHO
BUKOPHUCTOBYBATU TEPMiH «CUHIPOM TaKOIy0O», TOKHU
€TiOJIOTisI Ta MeXaHi3MH1 TaKOi MaToJI0rii OyayTh TOBHICTIO
3’sCOBaHi.

V3aranpHeHi BU3HaueHHs Ta Kiacugikariii KMIT y xpo-
HOJIOTIYHIii MOCiZIOBHOCTI HafaHo B Ta0J. 1.
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Otxe, KMII e cknamHoro KiacuikaliifHoIO IIpo0IeMoIo,
PO 1110 CBITYUTh MOCTIMHUI MEPEerJisii OCHOBHUX MOJIOXEHb,
apryMeHTOM SIKOTO € BCTAHOBJIEHHSI HOBUX HAyKOBUX Hall0aHb
CTOCOBHO [IiarHOCTUKH 3aXBOPIOBAHHS Ha Pi3HOMY PiBHi; ¥
Mepliy Yepry 3 KJIiHiYHOI TOUYKHM 30py MAa€ 3HAUYE€HHS OIliHKa
CTPYKTYpHO-(DYHKIIIOHAJIbHUX MapameTpiB ceplis. besnepe-
YHO, JUIS1 TIOLIYKY €TioJIOTiYHMX (DaKTOPiB, BCTAHOBJIEHHS
naHok natoreHesy KMII, BusHaueHHS IpodiIaKTUIHOI,
MPOTHOCTUYHOI Ta JIIKyBaJIbHOI CTpaTeTrii BEASHHST XBOPUX
HaJ3BUYAfHO BaXJIMBUM € 3aCTOCYBaHHSI METO/IiB T€HETUY-
HOTO aHaJli3y BilllIOBIAHO 10 aJITOPUTMIB, pO3pOOICHUX ITif
yac aHAIITUYHUX JOC/IKEHb Ta HaBEIEHUX y IMyOJTiKallisiX.

[eHeTUYHI AOCAIAXKEHHS KapAioMionaTin
B iCTOPUYHOMY KOHTEKCTi

EBomionist konuemnii KMII mop’s13aHa, 30kpema, 3 mo-
SIBOIO HOBUX JJAHWX I110JI0 BCTAHOBJICHUX JIiIKApSIMU T€HETHY -
HUX OCOOJIMBOCTEM, SIKi 3yMOBIIOIOTh CTPYKTYPHO-(DYHK-
LIOHAJIbHI XapaKTePUCTUKM cepllsd. MOKINBOCTI METOIIB
T€HETUYHOIO aHasi3y 3aBIsIKM PeTeJIbHOMY 300py JaHUX Ta
MOJICKYJISIPHUM JOCTIIKEHHSIM CIIPUSAIOTh TOYHOCTI KITiHiU-
HUX OILIIHOK i MPOTHO3iB MaIli€EHTIiB, CTBOPEHHIO TTEPCOHI-
(iKOBaHOTO MiIXOMy ISl JiarHOCTUKM, JIIKYBaHHS Ta IIPO-
dinaktuku HassBHUX hopm KMIT [33]. KnacuuHi opmu
KMII Biapi3HSIOTHCS CKJIAAHOIO TEHETUYHOIO apXiTEKTYPOIO

Tabnuys 1. BusHa4yeHHs Ta Knacugpikavisi Kapgiomionarivi B icTOPUYHOMY KOHTEKCTi

Hara
noaaHHs

ABTOpWM, OpraHi3auii

BusHa4yeHHs1, knacudikauis

1891

Krehl L.

lpionatnyHi cepLeBo-M’A30Bi 3aXBOPIOBaHHS

1901

Josserand E., Gallavardin L.

[MepBrHHa MioKapgianbHa xBopoba

1957

Brigden W.

3anponoHyBaB TepMiH «KapgiomionaTis»

1961

Goodwin J., Gordon H., Hollman A.,
Bishop M.B.

KappgiomionaTtia — e nigroctpe abo XpoHiyHe ypaxKeHHs:
MioKapa HeBigoOMOI Ta HEACHOI €TiONOrii, 4acTo i3 3any4eHHAM
eHpokappga, iHKonu nepukapaa, Lo He € HacrnigKoM KOpOHapHO-
ro aTepockepoay.

KappgiomionaTia 3acTiiHa, nisHiwe Ha3eaHa gunatauinHoro,
KOHCTPUKTMBHA, Mi3Hille Ha3BaHa peCTPUKTUBHOLD, Ta rinepTpo-
divHa

1980

BcecBiTHA opraHisauis 0XopoHu
300poB’s, MixxHapofgHe ToBapucTBO
Ta penepadis kapgionoris

MepLuia knacudikauis kapaiomionarii: gunaTauiiHa, rineptpo-
hivHa, pecTpUKTMBHA.
HeknacudikosaHi kapgiominartii

1995

BcecBiTHA opraHizadis oxopoHu
300poB’s, MiHapofHe TOBapnCTBO
Ta dhegepadis kapgionoris

KappgiomionaTii — BCi 3axBOptoBaHHA Miokapa, fKi acoLilooTb-
cs1 3 KapaianbHow ancdyHKuieto. o aunarauinHoi, rineptpo-
hi4HOI, PeCcTPUKTMBHOI KapgiomionarTii BnepLue JogaHo apuTMmo-
reHHy NpaBoLLYHOYKOBY Kapaiomionarito NpaBoro LUMyHO4Ka.
BuaineHo cneujanbHy HOBY rpyny HeknacumikoBaHux Kapmaio-
MionarTin: diépoenacTos, HEKOMMNaKTHWI (ry64yacTuin) miokapg,
cucTonivyHa OUCAYHKLUIF NiBOro LWyHo4Ka 3 MiHiManbHO0
aunnarauieto, ypaKeHHs Miokapaa Ha piBHi MiTOXOHAPIN.
CT1BOpEHHSs KoHuenuii cneumdidHmx KMI: ilemivHa, knanaHHa,
rinepTeH3nBHa, 3anasnbHa (MiokapauT), MeTadonivyHa

2006

AmMepurKaHcbKa acouiauis kapgionoris

3axBoploBaHHA Miokapaa 3 eNnekTPUYHUMMN Ta MeXaHiHHUMM
NOPYLUEHHSAMMU.

[MepBuUHHa KapgiomionarTis, Npu KN 3any4aeTbCs TiNbKU cepue.
BTopuHHa kapaiomionaris, WO XapakTepuayeTbCs reHepaniso-
BaHVMU MySIbTUOPraHHVMMN MOPYLUEHHAMM.

[lo nepBMHHMX KapgiomMionartivi BnepLUe BKIUYNIIN «XBOPOOU
IOHHUX KaHanis»

2008

Po6ouya rpyna 3 3axBoproBaHb Mio-
Kapga Ta nepuvkapga €Bponencbkoro
ToBapucTBa Kappgionoris

Kapgiomionatis — 3axBoproBaHHs MioKapaa, npu skomy cep-
LeBUA M’A3 Ma€ CTPYKTYPHUM Ta (PyHKUiOHaNbHUn gedekT 3a
BiJCYTHOCTi KOPOHapPHOI XBOPOOW cepLs, rinepTeHsii, KnanaHHuX
ab0 ypoaKeHUX Bag cepus.

HOunatauinHa, rineptpoivyHa, peCTPUKTUBHA, apUTMOreHHa
npaBoLLTyHOYKOBA KapgioMionarii.

[eHeTNYHI acnekTn: CiMenHi Ta HeciMeliHi hopMu.

[o rpyn HeknacudikoBaHnx KMIT BKIOYEHO MiBOLLITYHOYKOBY
HekoMnakTHy KMIT ta KMIT Takouy60.

He pekomeHOyeTbCs BKMOYATK B Knacudikauito kaHanonarii,
L0 He MatoTb JOCTaTHbLOI KNiHIYHOI NiATPUMKMN

2013

BcecBiTHA thepepadis cepus

®eHoTMNoBO-reHoTMNoBa knacudikauis MOGE(S)

2023

€Bponelicbke TOBAPUCTBO KapAiono-
rie

KnacuuHi dpeHoTunum: rineptpodpivHa, aunarauinHa, pectpuk-
TMBHA, apUTMOreHHa Kapgiomionarisi NpaBoro LUyHo4YKa.
HoBuin cheHoTUN — HegunartauiiHa Kapgiomionarisi NiBoro
LUMTYHOYKa.

O3Haku Ta cMHapoMK, acoLinoBaHi 3 heHoTUNaMu kapgiomio-
narin: rineptpabekynsuis (HEKOMMAaKTHICTb) MIBOrO LUTYHOYKA,
CVYHAPOM TakoLy60
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|34, 35] 3 xapakTepHUMU O3HAKaMU, IIPUTAMaHHUMU, 30Kpe-
Ma, MyJBTU(daKTOpiaIbHUM 3aXBOPIOBaHHSIM. TpaauuiitHo
UL MyJIBTU(aKTOpiaIbHUX MaTojiorii [36] Biamivanu Taki
0COOJIMBOCTI, SIK TeHETUYHA TeTePOTEHHICTh Ta KIiHIYHUI
noJjiiMmopdi3M; ciMeliHe HAaKOMUYEHHSI, SIKe He 3aBXIU Bil-
MOBIa€ OUiKyBaHOMY TMPU PELIECUBHOMY a00 TOMiHAHTHO-
MY TUMi ycaaKyBaHHsSI Ta HallyacTillle BiAXUJISIETbCS B OiK
HeCTadi, CXOXiCTh KJIiHIYHUX Ta iHIIMX IIPOSIBiB XBOpOOU
Y HAaWOMMKYMX pOAMYIB i XBOPOTO; OiIbII paHHIN MOYaToOK
i IesiKe MOCWJICHHSI KJIIHIYHMX TPOSIBiB Y HACTYITHUX I10-
KOJIIHHSIX; KUTbKICHI BiIXWiIeHHs y (DYHKIIisIX a0 O03Ha-
Kax, SKi IéMOHCTPYIOTh IIIMPOKUIA CIIEKTP MiHJIMBOCTI Ta €
BaXJIMBUM KPUTEPIEM 3aXBOPIOBAHHSI; 3aJIEXKHICTh MPOSIBY
3aXBOPIOBAHHS BiJl BiKY, CTaTi, €THIYHOI MPUHAJIEKHOCTI,
BariTHOCTI, EHIOKPUHHOTO CTATyCy, CTPECOCTIMKOCTI, HasiB-
HOCTi KOMOPOiTHUX 3aXBOPIOBaHb, BIIMBY KCEHOOIOTHKIB,
0COOIMBOCTEN XapuyBaHHS Ta iHIIMX (haKTopiB. 3 iHIIIOrO
0OKY, TaKi XapaKTepUCTUKHU, SIK MOKA3HUKHU CiMEITHOTo 00-
TSDKEHHST, MOXKJIMBA cerperallis BilOBiTHO 10 MOHOT€HHUX
TUIIIB yCITaAKyBaHHS, BCTAHOBJICHI MyTallil, sIKi ITOB’sI3aHi 3
MaHidecraiiero HasiBHUX ¢hopm KMII, o6ymoBno0Th 10-
LUTBHICTD OB aKTUBHOTO BIIPOBAIKEHHS Pi3HMX BUIIB
FeHETUYHOIro aHaJli3y B MPaKTUYHY POOOTY JIiKapiB Ha J10-
TOCTITaJILHOMY eTalli i B AisIbHICTh BUCOKOCTIEITiaTi30BaHIX
MEIUYHUX 3aKJIa/IiB TIPU 00CTEXXEeHHI XBOPUX Ta iX pOANYiB
IJIS1 1iaTHOCTUKY MioKapaialIbHUX aHOMaJIiii Ta JTiKyBaHHS
YCKJIAAHEHb, 10 3HAMIIUIO JIOTiYHE BimOOpaKeHHS B €BPO-
nelicbkux pekoMmeHaailisix 2023 poky [24].

AHaUti3 JiTepatypu 3a KiibKa OCTaHHIX JECATIIITh 1010
okpemux popm KMII neMoHcTpy€e neBHI po30isKHOCTI B
OMucax XapakTepUCTUK OJHUX i TUX caMuX (HOpM Uyepes
BIUIMB Cy0’€KTUBHUX (paKTOPiB, 30KpeMa, yepe3 0COo0Ir-
BOCTI ITiAXOAiB 00 AU3aiiHy OOCTiIKEeHHs, pi3HY iH(popMma-
TUBHICTb pe3yJIETaTiB 00paHNX METOMIIB TOCIiIKeHb, HEI0-
CTaTHIO 00i3HaHICTh Ta AOCTYMHICTb /151 aHAJTi3y POIMNYIB 3
BEJMKUX POJIMH Ta Pi3HY iHTEepIIpETallil0 OTPUMaHUX JaHUX,
1110 MiJKPeCJeHO CUCTEeMAaTUYHOIO TOSIBOIO Y3araJbHEHUX
OHOBJIEHUX peKoMeHpaaliil. Came TOMy IOLIJILHO PO3IJIsi-
HyTH ocobsmBocTi okpemux opm KMIT 3 akuientramu Ha
KJIIOYOBI FTeHETUYHI XapaKTepUCTHUKU MaTOIOTii.

IcTopuuHO cKi1anocs Tak, 110 aHAaIi3 3YETICHHS CiMeli-
HUX KapJioMiomnariii BUSIBUB JIOKYCH, SIKi YCITaIKOBYIOTbCS
3a MeHAeMiBCbKUMU 3aKoHaMmu. Ili3Himre ymockoHaneHi
TEXHOJIOTIi TTOBHOTEHOMHOTO CEKBEHYBaHHS J03BOJIMIN
MPOBECTU 00’ EKTUBHY OLIIHKY T€HOMY, pe3yJIbTaTu SIKOI Te-
pendavaroTh MOJIIreHHICTh Ta iAeHTUDiIKYIOTh MOIUGIKyOYi
TeHEeTUYHi (paKTOpU 3aXBOPIOBAHHSI, MIPE3EHTYIOUN Pi3HO-
MaHiTHHUI reHoMHU TanmmadTt KMIT [37, 38]. BigmoBin-
HO 70 CY4aCHOTO MOTIJIsIAy Ha TUIM ycnaakyBaHHs KMII,
IUCKPETHUI MOIiJI TeHiB, SIKi TTOB’s3aHi 3 MEHIEIiBCbKUMU
XBOpoOaMu, Ha JIOMiHAHTHI Ta pelieCUBHI YaCTO HaJMipHO
CIIPOIIYE YSIBJICHHS PO FTeHETUYHY OCHOBY MiOKapaiaJbHO1
narosorii. KMIT € reHeTUMHUMM 3aXBOPIOBAaHHSIMM CKJIa/I-
HOI €Ti0JIOoTi1, JUTS SIKUX OCTAHHIMM POKaMU BUCYBA€EThCS BCE
OiIbIIIe IPUITYIIEHb IIPO PEeeCUBHI acoliallii, xoJa if BcTa-
HOBJICHO CKJIaJHUI CIIEKTP peLECUBHOCTI Ta JOMiHAHTHOCTI
MpY TeHEeTUYHUX 3aXBOPIOBAaHHSIX ceplis. [eHu 3i cTilikoio
peniecuBHOMO acouiartiero 3 KMIT B ocHOBHOMY XapaKTepu-
3yI0ThCs AUIaTallitHUMU (PeHOTUIIaMU, PpaHHIM OYaTKOM
3aXBOPIOBAHHS Ta HECTIPUSITJIMBUM MTPOTHO30M [39].

Jia xknacmaaux hopm KMII y mitepaTtypi Oyu onmcaHi
OCHOBHI TPaAuLiiiHi TUMU yCTIaAKyBaHHS, TPUTaMaHHi MO-
HOT€HHUM O3HaKaM, 30KpeMa aBTOCOMHO-JOMiHAHTHUI,
aBTOCOMHO-peLieCUBHUI, X-3ueruieHnii. BogHouac 6iib-
1IiCTh aBTOPiB BKa3ylOTh Ha OCOOJIMBOCTI MMEHETPAHTHOCTI
Ta eKcripecuBHOCTI [40], sIKi BIUIMBalOTh Ha pe3yJIbTaTh Tre-
HeaJoriyHOro aHajidy i OLIiHKY CiMeiHOTro HaKOMUYEHHS
Ta GOPMYIOTh IIMPOKUI1 CIIEKTP MTOKA3HUKIB IIOI0 O0TSI-
>)KEHOTO CiMeMHOro aHaMHe3y XBOPHUX i JOCUTh TPUOIU3HI
cepenHi gaHi. MakTopamu, SIKi TAKOX BIIMBAIOTh HA OLIIHKY
BUIIAKIB SIK CIIOPAAUYHUX a0O0 iioMmaTUYHUX Ha TTIOYaTKO-
BUX eTarax JOCiIXKEeHHs, € HEBEJIMKUI po3Mip CydaCHUX
POIVH, BiICYTHICTb WICHIB pOAWH 4U iH(opMallii Mpo HUX,
a TakoX piBeHb kBaidikanii daxiBiiiB, sIKi TpaloOTh 3
poauHOI0. 3a TaHWMU JTOCJiTHUKIB, X0ua cepell POAUH 3
OOTSIKEHUM CiMEMHUM aHaAaMHE30M 4acToTa BUSIBJIECHUX
MyTalliii Moxe OyTH B IBa pa3y BUILIOIO, HiXK B POAMHAX 3i
CIOpaJMYHUMU XBOPHMMM, MMOMIOHMI HAOip TeHiB Ta MyTa-
1Iilf BUSIBISIETHCS TIPU CiMEIHill Ta criopaauyHiil hopmax
KMII [40]. TakuM 4yHOM, HaBITh SIKIIIO HE MOXXHA JOBECTU
ciMeitHuit xapakTep Bunanky KMIT Ha moyaTkoBux etanax
JIOCITIIKEHHST, HE € TOLITbHUM BUKJIIOUYATH 3arajibHy TeHe-
TUYHY €TiOJIOTil0, sIKa nepeadaydae, 1o aesKi CriopaanydHi
BUITAIKM MOXYTb OyTH Hepo3aIizHaHoo ciMeitHoro KMII.

Ha o11inky cimeitHOro aHamMHe3y MOXYTb BITJIMBATH iHII
MeXaHi3MU pealizallii reHeTUYHOI iH¢opMallii Ta moTpe-
OyBatu momaTkoBoro (peHoTmIryBaHH. Lle emireHeTnaHi
Moaugikaii, 30kpema MetumoBanHs JIHK, monudikarii
rictoniB, MikpoPHK [41], a TakoxX (peHOKO™II1, SIKi MOXKYTh
imityBatu ciopaauuni KMIT. INpukianu peHoKOMI Tn1a-
taniinoi KMII BkitoyaioTh, 30KkpeMa, HaIMipHe BXHUBaH-
HSI aJIKOTOJTIO, JIIKYBaHHSI TIPOTUMYXJIMHHUMU 3aco0aMu,
iH(MIiIBTpaTUBHI 3aXBoproBaHHs Ta iHIIi. He3Baxkarouu Ha
Te, 1110 iICHYE TeHETUYHA OCHOBA CIIPUMHSTINBOCTI 10 (e-
HOKOITIYHUX CTaHiB, BOHU 3a3BMYail MarOTh CIIOpaANYHUIA
xapakTep [42].

[eHeTnuyHa rereporeHHicTh Moxe Bu3Hayatu KMII sk
OKpeMY HO30JIOTiUHY (popMy abo0 SIK IPOSIB MYJIbTUCUC-
TEMHOTO 3axBoploBaHHs. Hampukian, apuTMoreHHa Kap-
nioMiomnaTisi MpaBoOro LUJIYHOYKA € CKJaJI0BOIO XBOpOOU
Hakcoca, sika, okpiM ypaxXeHHsI ceplisl, TAKOX XapaKTepu-
3YEThCSI aHOMAJTiSIMU IIKipH, BOJIOCCS i HIITiB Ta € aBTOCOM-
HO-peleCUBHOIO MmaToorieto. OmucaHo BapiaHT XBOpOOU
Hakcoca 3 mepeBaxkHUM ypaxkKeHHSIM JIiBOTO IIUTYHOYKa,
paHHIM ITOYaTKOM 3aXBOPIOBAHHSI Ta KJIiHIYHOIO CXOXKiCTIO
3 nunatauiiHoto KMIT — cunnpom Kapsaxans. Exronep-
MaJIbHi O3HAKM, JIJIS SIKUX BiIMi4€HO KJIiHIYHY MiHJIUBICTbD,
CIIOCTEPIralThCsi, 0COOIMBO Y TOMO3UTOT, 3 HAPOIKEHHSI
a00 3 paHHBOTO JTUTUHCTBA, TOJIi SIK CEpPLIeBi CUMITTOMU PO3-
BUBAIOTHCS Y MOJIOJOMY AOPOCIOMY Billi UM mi3Himre [43].

BaxyimBo Bim3Ha4yMTH, 110 pelieCUBHI (DOPMU YaCTO
MOB’s13aHi 3 OiIbII paHHIMU KJIIHIYHMMU MPOsIBAMU 3 T10-
YaTKOM BiJl AMTSIYOTO 10 MOJIOJOTO BiKy B JOPOCJIMX OCi0 Ta
MiABUILIEHUM PU3MKOM PanTOBOI CEPLIEBOI CMEPTi MOPiBHSI-
HO 3 MOIIMPEHUMU aBTOCOMHO-IOMiHAHTHUMU (hOopMaMu.
[ToBimomMJIsLTOCH TIPO OCOBIMBOCTI POIUH 3 PELIECUBHUMU
O3HaKaMU, SIKi YacTillle 3yCTpivyaloThCsl Cepell HaceaeHHS
3 BUCOKMMMU TTOKa3HUKAMM iHOPUIMHTY, KOJIM CIIOCTepira-
€ThCSI MiABUIIIEHA MOIIMPEHICTh aBTOCOMHO-PELIeCUBHUX
3aXBOpPIOBaHb [44, 45].
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BapiabenpHicTh BiKy ITOYaTKy 3aXBOPIOBaHHS, HaBeACHA
B poOOTax pi3HUX aBTOPIB, MMOB’sI3aHA HE TiJIbKU 3 0CO0JIN-
BOCTSIMM IM3aliHY JOCJIIKEHHST Ta MOXJIUBOCTSIMU J0-
CJIIIHMKIB, aJie i 3 BUCOKOIO TeHETUYHO TeTePOreHHICTIO
onucaHux kjaacuyHux popm KMII. Ockinbku MexaHizMu
peasizallii onmMcaHuX MyTalliii 0OyMOBIIIOIOThH BiK MOYaTKY
3aXBOPIOBAHHS Bill HEOHATAJILHOTO JI0 IOPOCJIOTO, BAXKJIUBO
3aCTOCOBYBAaTU MEePCOHi(piKOBaHI IMiAXOAU OO0 OLIIHKU Ta
nporHo3zyBaHHs1 KMII. [lomiabHO TakoX MpoaHali3yBaTh
iHpopmMaiiio moao okpemux popm KMII, akieHTyroun
yBary Ha 00’€KTUBHUX T€HETUYHUX MTapaMeTpax.

Junaraniitna KMII e naiinomupeHimoio hpopMoro Kap-
nioMiorarii, sika BiZnoBigaibHa 3a Oiblie HiX MOJOBUHY
BCiX TpaHCIUIAHTALii ceplis, 0 BUKOHYIOThCS MallieHTaM
BikoM 110 10 pokiB [40, 46]. OnucaHo MyTallii y Oijiblie HixX
30 reHax Mpu aBTOCOMHO-IOMIHAHTHii hopMi Tuartariiii-
Hoi KMII, y 6inbie HixX y 10 reHax — Ipu aBTOCOMHO-pe-
LIeCUBHill ¢hopMi, HaBeIeHO KiJTbKa MyTalliii, 1110 OB’ sI3aHi 3
X-34erieHolo hopMmoio [44, 45]. [eHeTUYHA TeTepOreHHICTh
o0ymoBIToe pizHuii Bik MaHidecranii KMIT HaBiTh y Mexxax
onHiei hopmu [47].

Heonartansna nunaraniiina KMIT 3ycTpidaeTbes pigko
Ta XapaKTEPU3YETHCSI BUCOKOI €TiOJOTiYHOK reTeporeH-
HICTIO, YacTillle aBTOCOMHO-PELIECUBHUM TUIIOM YCITaJIKy-
BaHHSI, IIIBUJIKO MTPOTPECYIOYMM TepediroM Ta cepiieBoo
HEIOCTaTHICTIO 3 HECIPUSITJIMBUM IIPOTHO30M. Y JiTepaTypi
OMMCaHi BUIMTAAKM SIK XBOPUX POANYIB, TaK i HECIIOpiIHE-
HuUX xBopux [48]. Takoxk ornucaHi aBTOCOMHO-peleCUBHI
dopmu punaraniiinoi KMII, sKi BUSBISIOTHCS Y ITi3HHOMY
rpyaHoMy Billi [49].

CrocTepeskeHHs Pi3HUX aBTOPIB 11010 BiKy MaHidecTa-
11i1 3aXBOPIOBAHHS CBiMUaTh, 1110 CEPE/l XKUBUX 00CTEKEHUX
POIMYIB MALliEHTIB «IMOTEHLIAHO XBOPUMMU» BUSIBJISLIUCH
cubcu IpoOaHAiB, IO MOXe OyTH MOB’SI3aHO 3 Ii3HIM Bi-
KOM peastizallii reHOTUIY, SIKMii 0epe ydyacTb B €TioJoTil
nunatauiinoi KMIT [50]. Hanmpukian, HaBeneHO JaHi 11010
POAMHU i3 cepeHiM BikoMm xBopux 39,5 poKy Ha MOMEHT
3BepHeHHS. CepeaHs TPUBAJIICTD BiJl ITOSIBU CUMIITOMIB, 1110
BKasyBasin Ha KMII, 1o cMepTi y KiJTbKOX XBOPUX PONYiB
craHoBua 16 micsuiB. TakoxX y poauHi Oyo 3ahikcoBaHO
BUMAAOK PalTOBOI CMEPTi B OMHOTO 3 pOANYiB 0e3 CUMII-
tomiB KMII [51]. Bik KJliHiYHOTO moyaTKy auiaTaliiiHO1
KMII mixk 4yeTBepTUM Ta CbOMUM OECSATUITTSIMU KUTTSI
OMNUCAHO B POJIMHI, Y WIEHIB SIKOI CIIOCTepirajgach apuTMisi
Ta CyIIyTHSI CKeJIeTHA Miomartisi, 1110 MpOosIBIsIaCh He3Ha-
YHOI0 CJIA0KICTIO MPOKCUMAIBHUX TPYIT M S13iB [52].

BaxuimBuMm € metanbHuUil aHadi3 Biky MaHidecTalii
munaTauiiitnoi KMII y 4ieHiB BeIMKOI pOOUHM IIPOTITOM
neBHOTO nepioay yacy [53]. 3rinHo 3i cmocTepexeHHSIMU
aBTOPIB, y APYTiii Ta TPETili neKami KUTTsI 0OOCTEKEHUX Bil-
Mivanach | cTagmist, ska XxapakTepHu3yBajach BiICyTHICTIO
CUMIMTOMIiB, HOpMaJIbLHUMM pO3MipaMu ceplisl, CHHYCOBOIO
OpasuKapi€eto Ta nepen4aCHUMU CKOPOYEHHSIMU TTepe/-
cepap. Ha TpeTboMy Ta 4yeTBEpTOMY NECATUIIITTSAX PO3BU-
Bajnachk Il cramist 3 AB-6imokamoto mepioro crymeHs. Ha
YETBEPTOMY Ta M’ITOMY ACCATUIITTSX XUTTS NepeBaxana
111 cramis, sxa cympoBOmIKyBajiach 00JeM Yy IpyIsiX, CTOM-
JIFOBaHICTIO, 3aIIaMOpOYeHHSIM Ta AB-0J10Ka1010 3 momajib-
IIMM PO3BUTKOM (iOpuiIsiiiii a0 TPIMOTiHHS Mepeacepab.
Ha m’saromy Ta moctomy AecaTUIITTSIX XuTTs [V cranis

XapaKTepu3yBaJlach 3aCTiHHOIO CEpLIeBOI0 HENOCTATHICTIO
Ta PEUUIAUBYIOUMMHU LIIJTYHOUKOBUMU apuTMissmu. deHo-
TUIIOBi IIPOSIBU MYTAllili B ONIMCAHUX POAUYIB OyJIM pi3HU-
MM, TOMiHYBaJIu MOPYILIEHHS MPOBiTHOCTI ceplis, sIKi Oy
PaHHIMM MTPOSIBAMU 3aXBOPIOBAHHS Ha IPYTOMY-TPETHOMY
NECSTWIITTI XKUTTS.

JloLiJIbHO 3a3HAYUTH, 1110 TPAKTOBKA PE3YJIbTATIB I10-
MiOHMX TOCTiMKEeHb Ma€ AesIKi 0OMEeXKeHHSI CTOCOBHO BiKy
MaHidecrtarii Ta mouatky KMII uepe3 HU3Ky dakTopib.
[NauieHTn moTpamisioTh B Ioje 30py (axiBIiB Ha pi3-
HUX CTaisIX 3aXBOPIOBaHHSI, YacTillle 3 BUPakeHOI MaHi-
decTalliero KIiHiYHUX MposBiB. BogHoyac miciasa oiHKKU
pe3yJbTaTiB iHCTPYMEHTAIbHUX Ta JJa0OpaTOPHUX MOCJTi-
JDKEeHB JIiKapi BBaXKaloTh IaiieHTa xopuM Ha KMII. Ase
BiIOMO, 1110 TTPOXOIUTH MEBHUIA, Y AEAKUX BUMAIKAX J0-
CHUTb JOBTMI, TEPMiH ITiCJIs1 BCTAHOBJIECHHSI OCTaTOYHOTO
MIpaBUJIBHOIO IiarHo3y, ToMy Bik mouyatky KMII, Bka3a-
HU# pi3HUMU aBTOpaMH, Moxke BapitoBaTu. CamMe TomMy
IpY 00CTEXEHHi XBOPOro Ta MOro poauyiB € HEOOXiTHUM
Jly>Ke peTe/IbHUit 30ip aHaMHe3y 3aXBOPIOBaHHS 3 JIeTalli-
3alli€l0 yCiX cKapr Ta pe3yjabTaTiB MolepeaHiX 3BepHEHb
IO JIiKapiB.

ETHiuHa mpuHaIEXKHICTh TAKOX € (haKTOPOM, SIKiil BaxK-
JIMBO BpaxOBYBaTH IIi YaCc poOOTH 3 XBOPHUMHU 3 IMIaTallili-
Hoto KMII. Bynio BctaHoBeHo, 1110 cepen adhpoameprKaH-
1[iB CIIOCTEpirajJoch MpUOIM3HO TPUKpPATHE 30ibIIEHHS
BEJIMYMHU PU3MKY pO3BUTKY muiaTtaniiinoi KMII [54].
ABTOpM BiIMiYalOTh, 1110 CIMEHHNI aHaAMHE3 OOTSLKeHUI y
cepenHbomy Yy 30 % BUManKiB, 30KpeMa, cepeli EBpoaMepu-
KaHI11iB, appoaMepUKaHILiB Ta JJaTHHOAMEPUKaHLIB [53] Tay
50 % BunanxiB nuiarariiitnoi KMIT cepen eBpomneiiis [40],
IEMOHCTPYIOUM 31e01JILIIOTO aBTOCOMHO-IOMiHAHTHUM
TUII YCIIaIKyBaHHS 3 BiKOBOIO IMEHETPAHTHICTIO, 3 PO3BU-
TKOM AWJIATaIil IUTYHOYKIB Ta CUCTOIIYHOI TMCYHKIIII Ha
JIPYTOMY-TPETbOMY AECITUIITTIX XUTTS [50].

JIoLiTbHO TaKOX PO3IJISHYTHU BIUIUMB (DaKTOPiB, SIKi 3a-
3BUYall OLIIHIOITh TIPU aHaJTi3i MyJIBTU(hAKTOPiAIbHUX 3a-
XBOpIOBaHb. BariTHICTh Ta MiC/IsM0I0rOBUIL CTaH MOXYTh
Oyt (paKTOpaMHU peasrizallii MaToJOriYHOTO TeHOTHUITY Ta
MaHicdecTallii 3aXBOpIOBaHb, 1110 aBTOPU JIFOCTPYIOTh Ja-
HUMHM OJIM3HIOKOBOIO aHami3y. K Kapmiomionaris, Tak i
aBTOIMYHHE 3aXBOPIOBAHHSI IIUTOMOMIOHOT 371031 MOXYTh
OyTH KOMOPOIZHMMHU CTAaHAMMU Y MiCIISIIIOIOTOBOMY Mepiomi
[55]. ¥ aiteparypi € ormucu gunarauiitnoi KMIT y MmoHo-
3UTOTHUX OJIM3HIOKIB [56].

Takox HOUITbHO OKPECIUTH 3aXBOPIOBaHHS 3 (heHO-
turnom aunatauiitHoi KMII, gki MaoTh crieuudiyHy eTi-
0JI0TiI0 Ta (paKTOpPH, IO ITOB’sI3aHi 3 iX PO3BUTKOM: MEIM-
kameHTo3Ha KMII, crpecinnykoBana KMII, ennmokpuHHa
KMII — nmpu 3axBOpioBaHHAX IIMTOMOMIOHOI 3271031 Ta
dbeoxpomornromi, KMIT ripu aBTOiMyHHMX 3aXBOPIOBaH-
HSIX Ta AediluTax XapuoBUX PEYOBHH, 30KpeMa CeJIeHy Ta
Tiaminy [47].

Tineprpodiuna KMII. ¥ xBopux 3 rineprpodiuyHoo
KMII ommmcano myramii y 6inbire Hixk 30 reHax, 31e0i1b-
IIIOT0 3 aBTOCOMHO-IOMiHAHTHUM, MOXJIUBUMM aBTOCOM-
HO-peleCUBHUM Ta X-3UEIUJIEHUM TUIIaMU YCaIKyBaHHS
Ta BUCOKMMM MMOKa3HUKaMU ciMeliHoi o0TsKkeHocTi. T1o-
npu T1e, 110 rineprpodiuna KMII TpaguiiiiHo ysBisiach
SIK aBTOCOMHO-JIOMiHaHTHE MEH/IETiBCbKE 3aXBOPIOBAHHSI,
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Ha CbOTOHI BU3HAETHCS, 1110 BOHA MOXE MaTH MOJIIreHHY
TeHEeTUYHY eTioJjorito [57].

Teneanoriunuii aHai3 BeIUKOi (ppaHKO-KaHAACHKOL
ponuHu 3 Tineprpodiunoo KMII, ponosin sikoi ckiramaBcst
Bin nepioro emirpanTa 3 @panuii y XVII cromitri 3 m’atu
MOKOJIiHb Ta 87 poAuyiB, HaJaB MOXKJIMBICTh aBTOpaM 3a-
MPOMOHYBATH aBTOCOMHO-IOMiHAHTHU I TUIT YCIIaAKyBaHHS
rineprpodiunoi KMII [58]. PesynsraTu iHCTpyMeHTaIbHIX
MOCIIIKeHb, 30KpeMa exokapaiorpadiuyHuX, 103BOJISIIN
OLIIHIOBAaTU CTaH POAMYIB XBOPUX Ta MPOTHO3YBATU TUII
yCHaJKyBaHHs XBOPOOU 1ue y ApyTiit mojsoBuHi XX CTOJITTSI.
Hanpuknan, nociimkeHHs aiteit Ha rineptpodiuny KMIT
Ta IXHIX POAMYiB NEPILIOTO CTYIIEHS CITOPiTHEHHST TT0KAa3aJlo,
o y 93 % XBOPUX HiTeil MaTOJIOTIYHI O3HAKH ITPU eXOKap-
niorpadii MmaB onuH 3 0aThKiB [59]. AHai3 naHUX IiTEH,
SIKi TIOMEPJIM TIPOTSITOM MEPUINX IT’SITU MICSIIiB XUTTS, i
MEPTBOHAPO/IXKEHUX BUSBUB Y KOXHOTO 3 [IiTell M0 OTHOMY
xBopomy Ha rineprpodiuny KMIT ponuuy niepioro cry-
MeHs cropigHeHHs [60], 1110 BKa3yBasio Ha BUCOKY CIMEMHY
OOTSIKEHICTb.

AHauni3 exokapaiorpadiyHuUX JaHUX IBOX COTEHb PO-
IWYiB TIEPIIOro CTYMEeHs CIiopigHeHHs y 50 XBopux Ha Ti-
neprpodiuny KMII BusiBuB, 1110 ciMeiiHuii aHamHe3 OyB
00TsDKeHMit y 56 % ponuH, a 'y 30 % poauH criocTepiraBcst
aBTOCOMHO-JOMIHAHTHUI THUIT yCTIaJKyBaHHSI XBOPOOU.
VY pelti poauH AOCTiIXKEeHI pOAUYM HaleXalu 10 OTHOTO
MOKOJIiHHS, 1110 YCKJIAJHIOBAJIO BUSHAYEHHSI TUITY YCIIal-
KyBaHHs. Takox OyJio BiZMidye€HO 3CYB CHiBBiTHOIIEHHS
crateil y 6iK XBOpMX YOJIOBIKiB [61].

CucreMaTUUHUI CKPUHIHT MyTalliil y BeJIMKiil BUOipIi
nauieHTiB 3 rineprpodivyHoo KMII nokasas, 1110 ciMeiiHMt
aHaMHe3 OyB 00TsKeHUi y 76 % TpoOaH/IiB, TEeHETUIHO
HiATBEPIKEHUM MiarHO3 OyB YCTAaHOBJIEHUU MPUOIU3HO
y 30 % mamieHTiB 3 HEOOTSIKEHUM CiMEWHUM aHaAMHE30M
Ta MpUOIN3HO y 57 % MaLi€HTIB 3 MO3UTUBHUM CiIMEMHUM
aHamMHe3oM. OtiHeHo, 1m0 22 % XBopux Maji MyTarii de
novo [62]. lociIKeHHsT TOBIIWHU TTEPETOPOIKU CEPIIST Y
XBOPUX 3 HASIBHICTIO KiJIbKOX MyTallii, OB’ sI3aHUX 3 Tillep-
Tpodiunoro KMII, BusiBuio, 1110 mokasHUK OyB 3HAUYIIE
30iJIbIIEHUI TTOPIBHIHO 3 pehepeHCHUMU 3HAYEHHSIMU,
cepenns ToBmuHa 30,7 nmpotu 24,4 mm. Lle cBimunTh Ipo
Te, 1110 MHOXWHHI F€HHI MyTallil, SIKi CITOCTepIraloThcs y
ciM’s1x 3 rimeprpodiunoro KMII, MOXyTh IpU3BECTU 10
OITBII TSIKKOTO KJIiHIYHOTO (heHOTUITY Yepe3 eheKT «I10-
NBilAHOI 103U», TOMY IOLIIBHUM € CKPUHIHT yCi€l maHei
reHiB rineprpodiunoi KMII, HaBiTh micas Toro, sik 0yio
ineHTH(ikoBaHO 0AHY MyTaLio [63]. Takox OyJ10 3a3Haue-
HO, III0 YaCTOTa BUSIBJICHHS MyTalliil Oyia B 2,5 pa3a BUIIIOIO
y npo6aniB 3 rineprpodivnoro KMII i3 BcraHOBIIeHUM
ciMeiiHMM aHaMHEe30M 3aXBOPIOBAaHHS, a TIO3UTUBHUI Ci-
MeWHUIT aHaMHe3 PanToBO1 CEPLIEBOI CMEPTi MiJBUIIYBaB B
3 pa3u IMOBIpHICTh BUSIBIIEHHS 1IUX MyTalliii [64].

3a maHumu jgiteparypu, rineprpodiuna KMII e Haii-
YacTilIow MPUYMHOIO PANITOBOI CMEPTi Y MOJOIMX JIIOIeH
yepe3 TSKKi (Di3nuHi HaBaHTaXXeHHST a00 3aHSITTS CIIOPTOM
[65]. AHani3 maHux npo 1866 BUMaaKiB panToOBOI CMEPTI, IO
Oy.a 3adikcoBana y ciopremeniB y CILA B 1980—2006 pp.,
MmoKa3saB, 10 cepeaHiit Bik 1049 (56 %) criopTcMeHiB, sKi
MaJiv KapJiaJibHi MPUYMHU PANITOBOI CMEPTi, CTAHOBUB 19 *
+ 6 pokiB. CriBBinHOLIEHHS cTaTeil ctaHoBMIO 89 @ 11 % Ha

KOPHUCTh Y0JIOBiKiB. PamToBa cMepTh HaillgacTile Tparisi-
Jlach mia yac abo Bigpasy micist isMYHMX HaBaHTaXXEHb.
Maiixxe 70 % panToBUX CMepTeii CIIOCTEPirajioch y CIopTc-
MEHiB, SIKi 3aiiMaJliCh KOMaHAHUMU 3MaraJJlbHUMU BUIaMU
CIopTy, 30KpeMa 6ackeTdooM, pyTdoosoM. Haltyacriiioro
CTPYKTYPHOIO CEPLIEBO-CYIMHHOIO MMaTOJIOTi€0, BUSIBJICHOIO
MPpU aBTOIICII, sIKa cTaja OCHOBHOIO MPUYMHOIO CMEPTi, Oysia
rineprpodivna KMIT (36 %). Tineprpodiuna KMII Big-
Mivajack y CHopTcMeHiB-appoamMeprKaHIIiB Maiike BABiUi
yacrile, HixK B EBpOaMePUKAHIIiB.

3a pesysibraTaMu 6araToakTOPHOTO aHaji3y, KiHO-
ya CTaTb, 30ijbllIeHa TOBIIMHA CTiHKU JIiIBOrO ILTyHOYKA,
cimeiitnmuii anaMHe3 rineprpodiunoi KMII ta cimeitnmit
aHaMHe3 panToBOi CepleBOI CMEpPTi € MapKepamu, sKi
ITOB’sI3aHi 3 HAaOIBIIIO0I0 MMOBIPHICTIO BUSBJICHHS TeHHOI
MyTalii [64]. BctaHOBIEHO 3B’ 130K MiXK KiJIbKiCTIO MyTa-
11i#1, 1110 00yMOBIIOIOTH rineprpodiuny KMII, i kiiHivHOIO
TSDKKICTIO 3aXBOPIOBAHHSI. Y HOCITB MHOXXVMHHUX MyTalliii B
5 paziB yacTillle peecTpyBajlach BiTHOBJIEHA aCHUCTOJIisI a00
panToBa cepliieBa CMepTh. ABTOPU JOCTIIKEHHS TiICYMOBY-
I0Th, 1110 CiIMEHUI1 aHaMHEe3 € KJIIOYOBUM KJIIHIYHUM TTpe-
JIMKTOPOM MO3UTUBHOTO FeHETUYHOTO [iarHO3y Ta Ma€ Tpsi-
MY KJIiHiYHY 3HAYYIIiCTh, 0COOJMBO B yMOBaX JOTECTOBOIO
FeHETUYHOTO KOHCY/IBTYBaHH [64]. Jlo XapaKTepuCTHK, 10
MiIBUIIYIOTh PU3UK CEPLIEBO-CYAMHHUX TIOMii TIpH Tirnep-
TpodiuHiit KMII, nocnigHuKY BiTHOCSTH TakKi, sIK ciMeliHa
icTOpist panITOBOI CMEPTi, HASIBHICTD CIieU(iYHNX MyTallild,
peaHimalii miciast 3ynmuHKY ceplisd, peuuauByoya Hempu-
TOMHICTb, IIUIyHOYKOBA TaxXiKapisi, TPamdi€HT TUCKY BiITOKY
3J1iBOTO LIUTyHOUKA MoHa 30 MM PT.CT., OOMEXeHU i pe3epB
KPOBOTOKY MioKapaa Ta 3HIKEHHS apTepiaJbHOI0 TUCKY
IiJ yac (pi3MYHOro HaBaHTaXKEHHS [66].

HanpukiHili MUHYJI0TO CTOJITTSI JOCTiITHUKY 3a3Havya-
JIM, 110 BeIMYMHA PU3UKY PaIITOBOI CMEPTi miTeit 3 rimep-
tpodiuroo KMII mopigyHo craHoBUTh 4—6 %. Pesynsratu
TE€HETUYHOTO TeCTYBaHHS Oy/IM MOKa3aHHSIMU Ui Tpodi-
JIAKTUYHOTO BUKOPUCTAHHSI aHTMAPUTMIYHUX MpernapaTiB
a0o0 iMILJTaHTOBaHUX IeiOPUISITOPiB, a TAKOX OCHOBOIO
pPEKOMEeHALLii 1110/10 TPUMHSITTS PillIeHHs TTPO YJacTh AiTeit
y CITIOPTUBHUX 3MaraHHsx [67].

PecTpukTuBHA KapaioMionarisa € HaliMeHII 4YacTUM
(eHoTHIIOM cepen TeaiaTpUYHUX 3aXBOPIOBAaHb ceplie-
BOTO M’s13a Ta CTaHOBUTH 2,5—3 % ycix KMII, miarHoc-
TOBaHUX y AUTUHCTBI. PectpuktnBHa KMII nemoHcTpye
LIIMPOKUI €TIONIOTIUHUI CIEKTP FeHETUUHUX/CiMEeMHUX
Ta CepelOBUIIHUX (PaKTOPiB, HE3BAXKAalOUM Ha 3arajib-
HUI TeMOAMHAMIUHUI TTPpOQinb, 1110 XapaKTepu3y€eThCs
BUPaXEHOIO OiaCTOJIYHOI TUCHYHKIIIEIO Ta PeCTPUK-
TUBHUM HaIllOBHEHHSIM IIUTYHOUKiB, HOpMaJIbHOO (hpaK-
€10 BUKMY IIJYHOUYKIB Ta TOBIIMHOIO CTiHOK [68]. Ha
ChOTOJIHi OMMCAHO MYTallii y ’SITU TeHaX, OB’ sI3aHUX 3
pectpuktuBHolo KMII. 3aranbHuii mporHo3 HeCIpusIT-
JIMBU#, OCOOJIMBO SIKIIIO MOYAaTOK 3aXBOPIOBAHHS TPU-
naja€ Ha paHHill AUTSAYMM BiK. Y AiTell BinMidaeThcs BU-
COKa 4acToTa JIETeHeBOl rimepTeH3ii, TpoM0O0eMOOTiuH1
YCKJIAMHEHHS Ta panToBa CMEPTh. XBOPi PE3UCTEHTHI
10 MeIUKAaMEHTO3HOIr0 UM XipypriuyHoTo JIiKyBaHHS Ta
MalTh BUCOKUI piBeHb cMepPTHOCTI. TpaHcIUTaHTallis
ceplls 3aJIUIIAEThCI €AUHOIO YCITIIIHOIO JTiKyBaJlbHOIO
aJpTepHATUBOIO [68, 69].
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IeHeamoriynmii aHai3 BeIMKNX POIVH 3 KiIbKOX I10-
KOJIiHb Ta BUOiIpOK xBopux 3 pectpuktuBHO0 KMIT i nepen-
CepAHO-IILUIYHOUYKOBOIO 0JIOKAIOI0 Ta MiOIIaTi€lo, IpOoBee-
HUIi pi3HUMHU TpyNaMu JOCITiIHUKIB, TO3BOJIUB MPUITYCTUTH
aBTOCOMHO-JIOMiHAHTHUI TUII yCIIaAKyBaHHS. 3a criocTepe-
JKEHHSIMU aBTOPiB, CUMITTOMU MOTJIM $IK 3’SIBUTHUCDH Y TUTUH-
CTBi, TaK i pO3BMBAaTUCh Ha TPETbOMY-YETBEPTOMY JAECATUIIT-
TSIX KUTTS 3 MOXKJTMBOIO TIOSIBOIO TePeCePIHO-IUTYHOUKOBOI
Osokamu. Y NesiKuX XBOPUX, SIKi TOKUJIU JI0 T1’ITOTO IEeCSITH -
JIITTSI, pO3BUHYJIACs Mporpecyiodya Miomnarist [70—72]. ABropu
3a3HavyaloTh, IO, 3TiMHO 3 aHAJII30M KJIIHIYHOTO CITeKTpa
pectpukTuBHoi KMII y miteii, kiHiuHM epedir OyB Ba-
piaGebHUM, Y OLTBIIOCTI MAalliEHTIB CTaH MIBUAKO TOTip-
IIIyBaBCsI, PiBeHb CMEPTHOCTI cTaHOBUB 21,4 % 4epes pik Ta
50 % vepe3 nBa poKM Ticist 3BepHeHHs. [larienTn 3 pecrri-
pPaTOPHUMU CUMIITOMaMM, TPOMOOEMOOJIIEI0, TTiABAILIEHUM
KapaioTopaKaJbHUM CITiBBiTHOIIIEHHSIM Ha PeHTreHOIrpami
TPYIHOI KJIITKMA a00 IMalli€HTH 3 eHIoKapaiaTbHUM (Didpo-
€J1aCTO30M MaJjld HaMTipIInii MpOrHo3, i y TaKux BUMaaKax
OyJia moKa3aHa OpTOTOMIUHA TpaHCIUIaHTallist cepiist [73].

Taxum yrHOM, AiTH 3 pecTpukTBHOIO KMII Tpaguiiii-
HO MalOTh HECIPUATIMBUIA TIPOTHO3; OUIBIIICTD MMAlliEHTIB
200 BMUpaTh, a00 MOTPeOYIOTh TpaHCIJIaHTAallil ceplst
MPOTSITOM ABOX POKIB ITiCJIs1 BCTAHOBJIEHHS AiarHoay. Iari-
€HTH 3 pecTpukTuBHOW KMII, y IKMX HAa MOMEHT BCTAaHOB-
JIEHHSI AiarHO3Y € KJIiHiYHi CUMIITOMM, MalOTh 3HAYHO Tip-
LW MTPOTHO3 100 PO3BUTKY YCKJIaHEHb A00 BUXKMUBaHHS
0e3 TpaHcIuIaHTallii cepus [74]. 3 orisiay Ha BapiaTUBHICTh
Y Cy4JacHiil MpaKTUIli TEPMiHiB Iepecaaku cepiisl, HasIBHICTb
Oy/Ib-SIKUX CEPLICBUX CUMIITOMIB € BaKJIMBUM HETaTUBHUM
MPOTrHOCTUYHUM MapKEPOM.

ApuTMOreHHa KapAioMionarisi mpaBoro HLTYHOYKA € re-
HETUYHO TeTePOTeHHUM 3aXBOPIOBAHHSM, aCOLIIHOBAaHUM
3 BUCOKMM PU3UKOM DPAITOBOI CMEpTi. 3a BUSHAUYCHHSIM
OKpPEeMMUX aBTOPiB, apUTMOTreHHa KapaioMionaTisi/nucria-
3is1 MPaBOTO ILTYHOUKA € 3aXBOPIOBAHHSAM 3 JOMiHAHTHUM
TUIIOM YCITaJIKyBaHHSI Ta BiKOBOIO ITEHETPAHTHICTIO, 3 TIPO-
TrpeCcylourM ypaxkeHHSIM MioKap/a Ta € OHI€I0 3 OCHOBHUX
MPUYUH panToOBOI cMepTi cepea MmitiTKiB [75]. BogHouac
BiAMi4yeHO, 1110 MPHY LILOMY CTaHi YaCTO BUSIBJSIOTH ypa-
JKeHHS JIiIBOro/000X IIJTYHOUKIB y Mepioj MiX APyruM Ta
YETBEPTUM NECATHIITTSIMM KUTTS [76]. 3a BUCHOBKOM JI0-
CJIiTHYKIB, OCKiJIbKM apUTMOT€HHA KapAioMiomnaTisl IpaBoro
LIJTYHOYKA 3a3BUYail yCHaJKOBYEThCSI 32 aBTOCOMHO-10-
MiHAaHTHUM TUIIOM 3 HEMOBHOIO MEHETPAHTHICTIO Ta Ba-
piaGenbHOIO EKCITPECUBHICTIO, (PEHOTUTTOBI 0COOIMBOCTI
y MeXax pOAMHM He 3aBXau nependavysaHi. CimeiiHe Ha-
KOIMMYEHHS 3aXBOPIOBAHHS € BaXKJIMBUM JIiarHOCTUUHUM
kputepieM. OKpeMUMHU aBTOpaMU BiIMiY€HO TaKi XapakTe-
PUCTUKM TIaTOJIOTI1, SIK 3CyB CITiBBiIHOIIIEHHSI CTaTell y OiK
YOJIOBIUOI CTaTi, MOYATOK 3aXBOPIOBAHHS Y Billi 6J113bK0 40
POKiB, iHBepcis 3yous T y mpekapaiaibHUX BilBeIeHHSIX Ta
(biGpo3HO-KMpOBe 3aMillieHHsT MioKapaa [77].

Ha croronHi onvicano MmyTariii y 15 1oKycax mpy aBTOCOM-
HO-TOMiHaHTHi (popMi apUTMOTreHHOI KapIioMioIIaTii IpaBo-
IO LIJTYHOYKA Ta BiIMidyeHO eeKT J03yBaHHS reHiB. OueBui-
HO, TeHETUYHA reTePOreHHICTh, BiICYTHICTh iH(bOpMALlii 111010
MyTalliil y TeHOTHITaX XBOPUX Ta 3HAYHi (heHOTUIIOBI Bapiallil
3aJIeXKHO BiJl rTeHOTUITY [78] CripusIIoTh HEBU3HAYEHHIO TOYHOI
TeHETUYHOI OCHOBM 3aXBOPIOBAHHSI Y TIEBHUX MALliEHTIB.

JocniqHuKY 3a3Ha4aloTh, 1110 MALiEHTHU 3a3BUYaii € MO-
JIOAVMM JIFOIbMU 3 TeMOJIMHAMIUYHO CTaOUIbHOIO HITYHOY-
KOBOIO TaxXiKap/i€lo, Xo4a BUIMAAKU y IiTeil BUSBISIIOTHCS
nenani yacrinie. CUMITOMaTUYHI TPOSIBYA 3aXBOPIOBAHHS Y
NiTell crocTepiraloThes MpUOJM3HO Ha 15-My polli XUTTS,
B OCHOBHOMY TPY aBTOCOMHO-/IOMiHAHTHIii1 apUTMOTEHHi i
Kapaiomionartii mpaBoro 1UIyHOYKa. 3a HassBHOCTI OiBeH-
TPUKYJISIPHOTO ypaXKeHHSI apUTMOTEeHHA KapiomiomnaTist
MPaBoOro MITYHOYKA TiaTHOCTYETHCSI Y 3HAYHO MOJIOAILIOMY
Bini (12,4 £ 5,0 poKy) MOPiBHSHO 3 KJIACUYHOIO apUTMO-
TeHHOI0 KapaioMiomnaTiero TipaBoro mriyHouka (16,7 £ 2,0
PoKy). XBOpPi MOJIOJIOTO BiKy MalOTh OiJbII TSKKUI (e-
HOTHII i3 BUCOKMM PU3MKOM panTOBOI CeplieBOi CMEpTi Ta
MPOTPECYBaHHSM CEPIIEBOI HEAOCTATHOCTI [79].

Otke, 3 oryisamy Ha KJIiHiuHy TpaekTopiro KMII Ta ixHio
BUPAXEHICTh, SIK OLliHKAa TeHETUYHOTO CTAaTyCy XBOpMX Ha
KMII, tak i poboTa 3 ponrHaMM XBOPUX Ta HaCEJIEHHSIM
HaOyBa€ MepLIOYeproBOro 3HaYeHHs. BaxyimBuM acriek-
TOM IepIIKUX eTalliB JOCTiIXKeHHS € TeHeaJIOTiYHUI aHaJli3,
SIKWIA, 30KpemMa, MOXe MiIBUIIIATU BipOTiIHICTh €Tiooriu-
HOTO MOXO/I)KEHHS 3aXBOPIOBAHHS Ta CJIy>KUTU IHCTPYMEH-
ToM audepeHuianbpHoi niarHocTuky. KBasigikoBaHi Bubip
Ta iHTepIipeTallisl pe3y/bTaTiB JJabopaTOPHUX BUIiB aHATi3Y,
30KpeMa il MOJIeKYISIPHUX AOCTIIKEHb, BIIKPUBAIOTh LIUISIX
JI0O OCTaTOYHOTO BU3HAUEHHSI iHAUBiyaTbHUX TEHETUUHUX
0CO0JIMBOCTE XBOpUX, iHPOPMOBAHOTO IIPOrHO3Y, IIEPCO-
HiikoBaHOI Teparrii, ceIeKIlii ITOTeHIIIITHIX XBOPHUX CEPeIT
ix poauuiB. OcOOIMBOCTI aHaIi3y MOJICKYISIPHUX JaHUX
mono KMII, sakuii € BucoKocTeliani3oBaHoo chepolo ak-
TUBHOCTI, TOTPEO0YIOTh OKPEMOTO PO3IJISIAY.

KonduikT inTepeciB. ABTOpY 3as1BJISIIOTH MPO BiZICYTHICTb
KOHGJIKTY iHTepeciB Ta BjacHOI (hiHaHCOBOI 3alliKaBIeHOC-
Ti IIpY MiATOTOBI JaHOI CTATTI.

Indopmauis npo dinancyBanHs. ABTOPU 3as1BJISIIOTh, 1110
HaIlMCaHHS CTaTTi OyJ10 MPOBEIeHO 3a BiICYTHOCTI OyIob-
SIKOT KOMEPLiiHOT Y1 (DiHAHCOBOT MiATPUMKU.

Buecok aBtopiB. KoBaiboBa O.M., ®enora O.M. —
KOHIIETIisl JOCTiKeHHsI, HanmucaHHs TekcTy; Hiko-
HoB B.B. — nuzaiiH nocaigkeHHs, HalMCaHHS TEKCTY;
IBanuenko C.B. — mm3aiiH DOCIiIKeHHs, aHaJi3 OTPU-
MaHux nanux; B’ton T.I., JlitBuHoBa A.M. — 30upaHHs i
00poOKa MaTepiais.
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Evolution of clinical and genetic concepts of cardiomyopathies

Abstract. The definitions and classifications of cardiomyopathies
are presented from a historical perspective based on an analysis of
databases on platforms such as PubMed, Web of Science, Scopus,
and Google Scholar, using appropriate keywords. It is noted that
the implementation of high-tech research methods is accompa-
nied by the creation of concepts of cardiomyopathies, establishing
etiological and pathogenetic links that are being transformed into
clinical signs, which require stratification, risk factor assessment,
and prognosis. The diagnostic value of structural and functional
heart anomalies for ranking classical phenotypes of dilated, hyper-
trophic, restrictive cardiomyopathies, and arrhythmogenic right
ventricular cardiomyopathy is analyzed. A description is provided
of a new phenotype of non-dilated left ventricular cardiomyopathy
and syndromes associated with cardiomyopathy phenotypes such as
left ventricular hypertrabeculation (non-compaction) and takotsubo

syndrome. The possibilities of genetic research in determining the
primary etiological factors of myocardial damage, risk groups for-
ming are analyzed. It is noted that the prerequisite for the applica-
tion of laboratory genetic methods in practical work is genetic analy-
sis at the family and individual level with establishing genealogical,
sex-age, phenotypic, and other characteristics of patients and their
relatives. It is determined that the interpretation of the results of a
comprehensive clinical examination and complete genetic testing
provides a fundamental base and practical tools for the stratification
of symptoms and differentiation of cardiomyopathies, timely imple-
mentation of measures to eliminate arrhythmias, prevent sudden
cardiac death in patients, and for providing consultation on prog-
nostic and preventive medical recommendations to family members.
Keywords: cardiomyopathies; classifications; genetic analysis; fa-
mily anamnesis; history; review
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