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KappiomionaTtii — 3axBopioBaHHA Miokapaa,
BUHMKHEHHS KMX HE MOXe OyTu MOSICHEHEe Mopy-
LEHHAM reMoaMHaMikn abo ypaKeHHSAM BiHLEBMX
aptepin. BoHn npeacrtaBneHi HU3kow Mopdonoriy-
HUX (CTPYKTYPHUX) Ta PYHKLiOHANbHUX PEeHOTUNIB,
B OCHOBI IKMX MOXYTb NI€XaTn reHeTUYHi Ta HereHe-
TU4YHI MexaHiamu. MpoBigHi Temn nybnikauin 2012-
2013 pp. nogmibHi fo Takux, Aki Oy BUCBITIEHI B
Anbmanaci-20111, a came: BUKOpPUCTaHHSA (Ta iH-
TepnpeTaLis) reHeTUYHOro TeCTyBaHHS, po3pobka
Ta BMPOBAMAXXEHHS HOBITHIX HEIHBA3MBHUX METOAIB
Bi3yanisauii, a TakoX BUKOPUCTAHHS CUPOBATKOBUX
BGiomapkepiB ons aiarHOCTUKX Ta NPOrHO3YBaHHS.
Baxnueolo iHHOBALi€EW, MNOPIBHAHO 3 AaHUMU
OCTaHHbOro asibMaHaxy, € po3pobka OinbLu cyyac-
HUX, YOOCKOHaNeHWx Mofenieii NPOrHo3yBaHHSA
HECNPUATINBUX KITIHIYHHMX NOAIN.

lNnepTpodiyHa kapagiomionaria

Bizyanizauis i 6iomapkepn,
L0 YMPKYIOIOTh

lNnepTtpodiuHa kapaiomionatia (FKMI) Tpa-
nnsetbea y 1 3 500 naujeHTiB, i y GinbLUOCTI BUNaa-
KiB € NpUPOAXEHUM, ayTOCOMHO-AOMIHAHTHUM
3axBOPIOBAHHSIM, B OCHOBI §IKOrO nexartb myTtauii
reHis 6inkis cepuesoro capkomepy. F'KMI acouiio-
€TbCH 3 NiABULWEHNUM PU3NKOM pPanToBOi CepuEBOI
cmepTti (PCC), nporpecyBaHHS OUCOHYHKLIT Lwny-
HouKiB Ta iHCcynbTy (puc. 1) [23, 39, 65].

Taki meToamM, 9K eNekTpo- Ta exokapaiorpadis,
3anMWwaKTbCsl OCHOBHUMMW ANg AiarHOCTUKM Ta
KOHTpOO nikyBaHHA KM, ogHak MarHiTHoO-pe3o-
HaHcHa Bi3yanisauis cepus (MPBC) nigBuLLye To4-
HICTb ii AiarHOCTUKK Ta Hagae noaaTkoBy GeHOTUN-

HY iHpOpMaLilo B NnauieHTiB 3 BepudikoBaHMM fia-
rHo3oMm (puc. 2) [27, 83, 88, 89].

Hanpwuknan, B ogHomy 3 pochnimkeHbs MPBC
[o3Bonuna igeHTugikysatn rineptpoditd cepeq
6nm3bko 10 % HociiB MyTauii capkomepy, ki, 3a
JaHMm exokapgaiorpadii, mann HopmasnbHy TOBLUM-
Hy CTiHkM Miokapaa [98]. HoeiTHi moxunmneocTi MPBC,
3o0kpema T1-kapTyBaHHS, 4O3BONSIOTh KiSIbKiCHO OLLi-
HUTM No3akNiTMHHUIA 06’em (MKO) miokapaa (o €
CypOraTHMUM NOKa3HMKOM iHTEPCTULAHOrO piBpo3y)
[88]; B omHOMY 3 OocnigKeHb NokasaHo, Lo 3pPO0C-
TaHHs KO cnocTepiranu B ocib 3 MyTaujigsMm capko-
Mepy, NpOTe 3a BiACYTHOCTI rinepTpodii NiBOro Lwiy-
Houka (JTLLI) [44]. i pe3ynbraT CBig4aTh Npo Te, Wo
BMbipkoBe npoBeaeHHs MPBC moxe OyTu gouinb-
HUM 019 CIMEMHOr0 CKPUHIHIY, 0COBNMBO 3a HasB-
HOCTI iHWKX 03Hak KM, 3okpema 3miH Ha EKT.

KniHiyHe 3Ha4yeHHs pybuUEBOi TKAHMHU Mio-
Kapaa, sika BUSIBASIETLCS 32 4ONOMOroto nigcune-
HOi ragoniHiem MPBC, € npegMeToM NOCTINHUX
ANCKYCin y niTepatypi. HagBHi Ha CbOroaHi gaHi
cBig4aTb MPO 3B’A30K MiX Ni3HIM MiACUNEHHAM
ragoniHiem (MM, wo Bkasye Ha MaKPOCKOMiYHi
BOrHuwa pybueBoi TkaHMHW Miokappaa, i cepue-
BO-CYAMHHOIO CMEPTHICTIO, CMEepTIO BHACNIAOK
cepueBoi HepgocTaTHOCTi (CH) Ta cmepTHICTIO Bif,
YCiX MPUYMH, NPOTE AEMOHCTPYIOTb NuvLIE TEH-
OeHujto oo nigeuweHHa pusnky PCC [35, 36].
MKO, Bu3HavyeHunnn 3a ponomorow MPBC, kope-
NI0E 3 KOHUeHTpauiamn N-TepmiHanbHoro dpar-
MEHTa nornepenHMka MO3KOBOro HaTpinypeTuny-
Horo nentuny (NT-proBNP) Ta cupoBaTkoBUX
6iomapkepiB CUHTE3Yy KoNareHy, WO OO0BOAUTb
3HauyLlicTb pibpo3y Miokapaa Ha paHHixX cTagiax
pPO3BUTKY 3axBOpPIOBaAHHA [44].
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Puc. 1. [lowwupeHictb
dibpunauii nepencepab
Ta TPOM60OEMbBOIA.
O. Guttmann Ta cniBaB-
Topu [39] mocnignan
rnonynsuyito, Lo OXOorJio-
Bana 7381 nauieHta 3
TKMI1. Y pesynbtati me-
TaaHasni3y BU3Ha4yeHo 3a-
rasbHy  MOLIMPEHICTb
dibpunauii nepegcepap,
sika ctaHoBuna 22,45 %.
Ipagik metaaHanizy Bu-
naakoBux epekTiB («po-
pecT-rpagik») nokasye
nowumpeHicts OI1 y kox-
HOMY KOHKPETHOMY n0-
CJIiAXKEHHI, a Takox 3a-
rasbHy (06’egHaHy, y3a-
rasabHeHy) MOLUNPEHICTD.
[eTeporeHHICTb MiX [O-
CTIAKEHHSIMY ~ BUBYa/IN
3a [0rnomMorolo cratuc-
mkn 12 (P=78,9 %,
P<0,001). 3aranbHa no-
LUMpeHicTb Tpomboem-

6onin cTaHoBuna
27,09 %. [pagik meta-
aHanizy  BUNagkoBuX

epekTiB nokasye noLum-
peHicTb Tpomboemborniti
Y KOXHOMY KOHKDETHOMY
AOCTIAXEHHI, a TaKox
3arasnbHy (06’efHaHy) ix
MOLUNPEHICTb Y NaLieHTIB
3 KMl T1a @rl. lete-
POreHHICTb MiX [0CHi-
JAXEHHSIMU ~ cTaHoBuAa
’=61,4 % (P<0,01).

Adocnip)xeHHsa

Mowmpexicts GN
(95 % posipunii inTepsan (Al))

Robinson K. Ta cnigasr., 1990 —— 30,00 (23,19; 36,81)

Cecchi F. Ta cnigasT., 1995 —— 28,00 (21,81; 34,19)
I

Shigematsu Y. Ta cnigasT., 1995 —_——— 26,00 (17.04; 34,96)

Higashikawa M. Ta cnisaBT., 1997 + 22,80 (13,77; 31,83)

Cecchi F. Ta cnisaBT., 1997 : —— 37,30 (28,26; 46,34)

)

Maron B. Ta cniBaBT., 1999
Maron B. Ta cnisasT., 2000
Olivotto I. Ta cnieaBT., 2001
Doi Y., 2001

Maron B. Ta cnisasT., 2002
Ogimoto A. Ta cnisasT., 2002
Tani T. Ta cniBaBsT., 2004
Ozdemir O. Ta cnisaBT., 2004
Ho H. Ta cnigasT., 2004

Losi M.A. Ta cnieaBrt., 2004
Cecchi F. Ta cniBasrt., 2005
Lee Ta cniBagT., 2006

Kitoka H. Ta cnisaBT., 2006
Lee Ta cnieaBT., 2007

Nagai T. Ta cnisasT., 2007
Buncn T. Ta cniBasT., 2007
Kudo T. Ta cnieaBT.,2009
Papavassillu Ta cniBaBT., 2009
Pedrosa Ta cnisasT., 2010
Tani T. Ta cnigaBeT., 2011
Moon J. Ta cnisaBrT., 2011
Maron B. Ta cnisaBT., 2012

Y uinomy (12= 78,9 %, P=0,000)
Barogi koediuieHTn B3aTi 3 aHanisy
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18,00 (13,48; 22,52
21,00 (18,07; 23,93)
22,00 (18,29; 25,71)
24,00 (15,23; 32,77)
21,30 (18,63; 23,97)
19,00 (12,45; 25,55)
22,00 (15,16; 28,84)
34,00 (23,62; 44,38)
35,00 (26,39; 43,61)
13,30 (7,87; 18,73)
18,00 (16,05; 19,95)
7,50 (-0,66; 15,66)
25,00 (17,75; 32,25)
12,20 (7,18; 17,22)
24,00 (16,02; 31,98)
14,00 (6,67; 21,33)
28,00 (22,55; 33,45)
43,00 (32,60; 53,40)
16,25 (8,17; 24,33)
23,00 (14,83; 31,17)
16,00 (12,63; 19,37)
34,60 (16,32; 52,88)
22,45 (20,13; 24,77)

-53,]4 0 53I,4
AocnipxeHHs ; MowunpeHicTb TPpOMGOemGoniii (95 % Al)
Robinson K. Ta cnisasT., 1990 —d._ 23,00 (11,56; 34,44)
Shigematsu Y. Ta cnigagT., 1995 f—=—— 46,00 (26,06; 65,94)
Higashikawa Y. Ta cnisaBT., 1997 E-—'l—* 52,60 (30,15; 75,05)
Olivotto I. Ta cnieagT., 2001 -15— 21,00 (13,28; 28,72)
Doi Y., 2001 —-—-:—- 22,70 (5,20; 40,20)
Maron B. Ta cnisasT., 2002 - 21,30 (15,51; 27,09)
Ogimoto A. Ta cnisasT., 2002 i —a—— 58,00 (39,03; 76,97)
Tani T., 2004 - 19,40 (5,48: 33,32)
Ho H. Ta cnigasr., 2004 — 24,40 (11,25: 37,55)
Kubo T. Ta cnigaBT., 2009 —.-E- 20,00 (10,89; 29,11)
Maron B. Ta cniBaBT., 2012 —-é— 22,00 (-5,06; 49,06)
Y uinomy (2= 61,4 %, P=0,004) <> 27,09 (20,94; 33,25)
Barosi koediuieHTn B3aTi 3 aHanisy BMNaakoBux edexTis .
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CTEeHO3

Puc. 2. lNMo3aknitnHHmii 06°em (KO) miokapaa B HOPMi i Py NaTos1orii: MOPIBHIHHS MiX rpyrnamv IEMOHCTPYE BapiabesbHICTb 3anex-
HO Bif 3axBoptoBaHHs. D. Sado Ta cniiBaBTopu [88] Aocninnnav 3HayyLicTe miokapaiaasHoro NMKO sk kniHiYyHoro 6iomapkepa B HOpMi
i 3@ HU3KM cepLeBO-CyANHHUX 3aXBOPIOBaHb. [laHi NpeacTaBieHo sk cepeaHe * 2 cTaHaapTHI MoXmoKuy.

Y yncneHHmx nybnikauisx BUCBITIEHO pe3yJib-
TaTM pocnigXkeHb GiomMapkepiB fK iHCTPYMEHTIB
OiarHOCTUKU i NPOrHO3yBaHHSA, 30KpemMa Hecnpu-
ATAMBMX Hacnigkie y naugieHTtis i3 CH [103]. VY
nocniokeHHi 3a yyacTio 772 naujentiB 3 TKMIT,
piBEHb MO3KOBOIr0 HaTPiNypeTnyHoro nentuay 6ys
He3aneXHUM MNpegukTOpoOM 3axBOPIOBAHOCTI Ta
cmepTHoCTI [32]. B iHWwoMy gocnigkeHHi 3a yvac-
Tio 183 cTabinbHMX aMOynaTOPHUX NaLLIEHTIB NOKa-
3aHO, WO piBeHb y nna3mi kpoBi NT-proBNP 6yB
npeamkTOpoM MoAir, acouinosaHux i3 CH [19];
Kkpim Toro, NT-proBNP 6yB npegukTtopomM BUHUK-
HeHHa CH Ta cmepTi, acouirioBaHoi 3 TpaHCNNaH-
TaToOM, NPOTE HE panToBOi cMepTi abo HeEBUMpPaAB-
OaHnX po3psaiB iMnNaaHTOBAHOro Kapaioseprepa-
nedibpunatopa (IK4) [14]. Y 6inbw HoBOMY OOCHi-
IOXeHHi 3a yyacTio 183 mauieHTiB BUABNEHO, LIO
NigBULWEHHSA KOHLUEHTpPAaLii BUCOKOYYTIMBOIO cep-
LLeBOro TPOMNOHiIHY T € NPpeauKTOPOM HEeCNPUATIN-
Bux noaivi npm NKMI [55].

Crparerii BegeHHs NauUi€HTIB

Ha TenepiwHin yac BegeHHa nauieHTis 3 FTKMIT
nepenbayvae, B nepuly Yepry, npodinaktmky PCC Ta
iHCYNbTY, MONErweHHsa PEe3NCTEHTHUX OO0 MeauKa-
MEHTO3HOI Tepanii CMMNTOMIB, aCOLiNOBaHUX 3
obcTpyKujelo BMHocHoro TpakTy J1LW (OBTJILW), a

TakKOX TUX, LLLO MOTipLUYIOTh SKICTb XUTTS | NOB’A3aHi
3 CUCTONIYHOIO abo miacTonivyHo ANCPYHKLUiED. 3
MOMEHTY HanMMCaHHA OCTaHHLOrO ANbMaHaxy Mpo-
rpec y nikyBaHHi T’KMI BionOyBCcS He3Ha4HWIA, Npu
uboMy Oyno MOKa3aHo, WO paHHE nMpodinakTtniHe
3acTocyBaHHA [-agpeHobrnokatopis y @i3nMyHO
aKTUBHMX NauieHTiB (i3 CH | abo Il pyHKLiOHaNbHOro
knacy 3a NYHA) 3 MOX/IMBMM MPOBOKYBaHHAM
OBTJILU - ue edpekTnBHMIN 3aCib 3MEHLLEHHS rpami-
€HTIB Y BMHOCHOMY TpakTi nif 4yac @isionoriqyHmx
@i3NYHMX HaBaHTaXeHb [76]. B iHLWoOMY gocnigXeH-
Hi nNigTBEpPAXEHO O0AATKOBUI MO3UTUBHUIN edekT
aunzonipamigy B NikyBaHHi NauieHTIB i3 cMMnTOMa-
MU, PE3UCTEHTHMMU 0 NOYATKOBOI Tepanii f-aape-
Hob6nokaTopamu abo Bepanaminom [93].

IHBa3nBHe nikyBaHHa OBTJILL pekomeHAOBaHO
B NauieHTiB 3 pedpakTepHUMN 40 MEONKAMEHTO3-
HOi Tepanii cuMmnToMamun. Pe3ynbtaty KinbkKox
JOCniaKeHb Haganm HOBI AaHi NPO ankorobHy cen-
TanbHy abnsauito (ACA) Ta centanbHy MiekTOMiIlO
JILL. Yepes 5,7 poKy CNOCTEPEXEHHS BMXXUBAHHS Y
177 naujeHTiB 3 npoBeneHoo ACA 6yno nogibHum
[0 Takoro B 0ci6, 9KMM BUKOHaNM cenTabHy Miek-
TOMIlO, @ TaKOX Yy 3iCTaBHIN rpyni KOHTPOJIO.
HeobxigHicTb iMnnaHTauii kapaiocTumynatopis
o6yna y 20,3 % BunagakiB y rpyni ACA, nopiBHAHO 3
2,3 % vy xipypriyHin rpyni sBnpogosx 30 AgHiB nicns
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npouenypu [95]. MogaibHi pesynstatn ACA oTpmma-
HO B JOCHimXeHHi 3a yyacTio 470 naujeHTiB [51], B
aknx 10-piyHe BUXMBaHHSA (pPiBEHb CMEPTHOCTI Bif,
ycix npuyuvH 1,2 %) ctaHoBuno 88 %, NOpiBHAHO 3
84 % vy 3icTtaBHin doHOBIN nonynsuii (puc. 3); Ti X
ABTOPM TaKOX MOBIAOMWUAN MPO PErpec 4actoTu
YnMHHUKIB pn3uky PCC. Y pocnigxeHHi 3a yyacTio
239 nauieHTiB BUSIBNIEHO, L0 CENTasibHa MIEKTOMISA
acoujioBanacs 3i 3HMWXKXEHHAM 4aCcTOTU CUHKOMasib-
HMX CTaHIB i NONINLIEeHHAM BUXUBaHHSA [79].

B iHWIOMY focnigkeHHi NoBiAOMNANU NPO KYMY-
NATUBHY HUMOEHTHICTL CMEpTi, acoLlifnoBaHOi 3
KM, Ha piBHi 3,3 % 4yepe3 5 pokie cnocTepexeH-
HA [47]. HapewrTi, cepepn 699 nauieHTiB 6yno noka-
3aHo, WO Bik Ta nepcucteHTHa O 6ynn npeankTo-
pamMu ripworo nPorHo3y B Naui€HTIB, SKUM BUKOHY-
BaNW XipyprivyHy Miektomito [22].

Pe3ynbtat HOBMX OOCNIAXEHb CNPUSAN Nepe-
magy edpeKTUBHOCTI ABOKAMEPHOI CTUMYNALIT nNpu
pedpakTepHin cumntomMHin OBTJILL [284, 74]. Y
HeLloaaBHO nposeneHoMy KokpaHiBCbKOMY Ornsfi
3a3Ha4yeHo, WO BCi AaHi 3 MMTaHb KapaioCTUMYNSLii
OTPUMAaHI B HEBENIMKNX AOCHIOXEHHSX, NPU LbOMY
He3HayHa KiNbKiCTb PaHAOMI30BaHUX OOCHIOXEHb

100

90

[52, 66] 30cepemxyBann yeary, B nepLuy 4epry, Ha
BU3HA4YeHHI @i3ioNoriYyHnxX HacnigKkie, a He XXOPCTKMX
KMiHIYHUX KIHLEBWX TOYOK. Y pe3ynbraTi LbOro aBTo-
pu ornsgy pekoMeHayBanu MNpoBefeHHs OBinbLu
MacLITabHMX i AKiICHUX AochioXeHnb [84].

MNMpodginakTuka pantoBoi cepyeBoi cmepTi

Y Hew,00aBHO NPOBEAEHOMY CUCTEMATUHHOMY
ornaai Ta MeTaaHanidi 27 gocnigxeHb NOBIAOMIISA-
nu, Wo YyacTtoTa BunpasgaHux po3psaais IK4 ctaHo-
Buna 3,3 % Ha pik, a HeBunpasgaHux — 4,8 % [91].
MpoTe B OQHOLEHTPOBOMY OOCHIOKEHHI 3a y4acTIo
334 nauieHTiB 3 TKMI1 BMSBNEHO, LWIO CEPLEBO-
CyAMHHA CMEPTHICTb (B OCHOBHOMY, MNOB’dA3aHa 3
CH) Bce We 3Hauvylla, a TakoX CnocTepiraltTbCcs
yacTi HeBunpasgaHi pospaan IKO ta IKO-aco-
uirnoBaHi ycknagHeHHsa. Lli 3Haxigkm ceigyaTb npo
HEeOoOXigHICTb PO3pP0OKM HOBUX CTpATErin oNnTUMi3a-
uii BigGopy nauieHTiB ana BcTaHoBneHHs KO, a
TakoX NPogdinakTMKm NporpecyBaHHs 3axXBOPIOBaAH-
HA cepen TUX, KOMY MNPUCTPIN yXe iMNnaHTOBaHO
(puc. 4) [77].

Ctpatndikauia pusmky PCC Ha cydacHoOmy
eTani 6a3yeTbCs Ha HEBEJVKIN KiIbKOCTi JOCTYNHUX

g
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Mepion nicns ankoronbHOI cenTanbHOi abnaduji, pokm

Puc. 3. M. Jensen ta cnisaBTopu [51] nocninnnm 3aranbHe BuxXvBaHHS (CyLiyibHa HOpHa JliHis) Ta BuxxunBaHHs 6e3 enizoznis PCC, 30kpe-
ma 3 BunpasgaHumMmu po3psigamu IK ta enizogamy nepepBaHoi 3yrvHky KPoBOoOOIry (yHKTUpHA YopHa AiHisi), nicis ACA y 470 nauieH-
TiB 3 rinepTPoQidHOI0 0BCTPYKTUBHOK Kapaiomionarieto (nepios crioctepexerHs (8,4+4,0) poky). [Noka3Hvky nopiBHIOBaIV i3 3arasib-
HUM BUXUWBAHHSIM Y 3iCTaBHIVi 3@ BiKOM i CTarTio ¢OHOBIV nonynsuii (cipa siHis). «N» — KifIbKiCTb NauieHTIB 3 PU3NKOM Ha NEBHOMY 4aco-

BOMY eTarii.
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KIMIHIYHMX MapKepiB i LWIMPOKO 3aCTOCOBYETLCS AN
BU3HA4YE€HHS OOUiNbHOCTI BCTaHoBneHHa KM, [11,
13], npoTe ocTaHHI AaHi ceigYaTh NPo Te, WO npef-
VMKTUBHA MNOTYXHICTb Takoro niaxoay po3nojiny Ha
rpynu oci® 3 BUCOKUM Ta HU3bKNM PU3MKOM OOMe-
XeHa [78]. Kpim Toro, HewwoaaBHO 3anponoHOBaHi
NPOrHOCTUYHI YnHHUKM (OBTJIL Ta Bik) HE BBEAEHO
B Mopeni ctpatudikauii pmusmnky [13, 24, 36].
OcTaHHi gaHi TakoxX NigKpecnmnamn 3Ha4vyLLiCTb BiKy B
cTpatudikauii pu3anky. Y OOCHIOXKEHHI 3a y4acTio
428 naujeHTiB BikoMm noHag 60 pokis 3,7 % nomepnu
BHACNiOOK BTOPUHHUX NPUYKH, NoB’a3aHunx 3 TKMI,
30kpemMa emborniyHoro iHeynbTy, CH i TpaHcnnaHTa-
uii. Enisogn PCC 6ynun y 5 naujenTis (1,2 a6o 0,2 %
Ha pik). ABTOpM 3poOUNM BMCHOBOK MPO Te, L0
nauieHTn 3 TKMI1, aki nepexunun 60-pivua, maloTb
HM3bKNN piBeHb BUHUKHEHHA KMI1-acouiroBaHoi
cmepTi Ta PCC [67].

Bionomo, Wo TpaguuinHi anroputMmn ctpatndi-
Kauji pu3nKy He MOXYTb 3aCTOCOBYBATUCS B Nnepia-
Tpii [73]. Y KoropTi aiten, siki BBXalOTbCS TaKNMU,
WO MaloTb BMCOKWUIA pU3KK, BUNpPaBAaHi po3psan
IK[, HaHeceHo y 19 % i3 224 naujeHTiB ynpoaoBX
(4,3£3,3) poky cnocTtepexeHHs (4,5 % Ha pik).
OpaHak OCKiNbKK YCKMaAHEHHS, aCoL,iioBaHi 3 Npu-
CTpoeM, cnocTtepiranuy 41 % xsopux (0cobnMBO Ti,
O NoB’A3aHi 3 enekTpogamMmn abo HeBMNpaBaaHW-
MK po3psiaamm) [68], HeobxigHO Binblue gaHux ons
BM3HAYeHHs 3aranbHoi kopucTi IK, y anTtayin nony-
naui.

«BapTtictb—egeKkTuBHiCcTb» CiMeIiiHOro

CKPUHIHIY

Pesynbtatn gocnigpkeHb €KOHOMIYHUX Moge-
Jle reHeTUYHOr o TeCTyBaHHSA y ciMm’ax 3 TKMI1 cBia-
YyaTb Mpo Te, WO Ler MeTo Mae CrpudaTIvBuin Npo-
dinb «BapTICTb—edEKTUBHICTb» 32 KOMOiIHYBaHHS
MOro 3 TPaguUIMHMM KNiHIYHHUM CKPUHIHIOM [48,
106]. Ui momeni 6a3yloTbCa Ha MNPUNYLLEHHI, LWO
anroputMu cTpatudikauii puanky, po3pobneHi Ha
nonynauisax 3 BUCOKMM PU3NKOM, MOXYTb 3aCTOCO-
BYyBATUCA B MOMyNSALisSX OCiO 3 HU3bKMM PU3UKOM,
AKi IAEHTUOIKYIOTLCA LWAAXOM CKPUHIHTY, | npu
ubOMy edekTUBHOIO € npodinakTtnyHa Tepania 3a
nonomoroto IK. Kpim Toro, BkasaHi mogeni i 6ara-
TO CKPUHIHIOBMX Nporpam nepeadayatoTb BiAHOCHO
BUCOKY MEHETPaHTHICTb 3aXBOPIOBAHHS.

B ogHOMy 3 pocnigkeHb MOpiBHIOBANM KJliHiY-
HWIN CKPWHIHI Ta NPeauKTMBHE FeHeTU4YHEe TecCTy-
BaHHA B Aiten i gopocnux, y skomy 90 nauieHTiB 3
F’KMM Ta 361 poamya cnocTtepirann BRPOAOBX
12 poki [50]. Y rpyni 3 12 monogux HociiB MyTauji

6e3 rinepTtpodii JILLU, wo 6yno BM3HAYEHO Mpwu
NOYaTKOBOMY AOCHIOXEHHI, vwe B ABOX PO3BUHY-
naca NKMIT ynpoaooBx nepiogy CNOCTEPEeXeHHs,
WO CBiAYMTb NPO HEOo4iKyBaHY HU3bKYy NEHETPAaHT-
HICTb YNpOAOoBX NybepTaTHOro nepioay, SKnii Tpa-
ONLINHO aCOoLIOETLCS 3 HalbiNbLL BUCOKMM PiBHEM
¢deHOoTUNOoBOT KOHBEPCIi. BaxnmBo, WO 3a3Ha4yeHi
[Ba BMNaaKu AiarHoCTOBAaHO Y Bili 26 i 28 pokie. Lle
NiOKPEC/IOE BAXIMBICTb NPOLOBXEHHA CKPUHIHIY
nicna HactaHHA nybepTaTty. TpaguLuirHi KNiHiYHI
CKPUHIHIOBI cTpaTerii Ta kNiHiYHa poJib FfeHETUYHOro
TECTYBaHHA, 30KpemMa acnekTun «BapTiCTb—edekK-
TUBHICTb>», MAlOTb NEPErNaAaTmMCs, SKUo MacTab-
HiWi [JO0CNIOXEHHS MPOLEMOHCTPYIOTb MNOAiGHI
pesynbraTu.

lNMonepenHi 4oKa30Bi AaHi ceigyaTb Npo Te, WO
TPpUBaNMn KNIHIYHUIA Ta FEHETUYHUN CKPUHIHT Y
OiTen i OOpPOCAUX He acOUlOETbLCSA 3i 3HAYHUMU
HECMNPUATIMBUMU MNCUXONOTIYHUMIW  HachigKamm
[50]. Mpwn uboMy BNMB Ha coujanbHi Ta NPOdECinHi
acrnekTu We cnig gocnignTu.

Bzaemopisi reHo- i peHoTuny

Ha cborogHi cknagHMm NUTaHHAM 3a/MLWLaeTbCs
BW3HAYEHHS KJTiIHIYHO OO0Ui/IbHMX B3AEMO3B’A3KIB MixK
reHoTunom i deHotmnom npu NKMI1. Y HewonasHo
30iNCHEHOMY CUCTEMATUYHOMY OIMSAj NOBIAOMIEHO
npo BinbLLy 4acTOTy CiMENHOro aHaMHe3y, 00TsXe-
Horo 3a KMIM i PCC, monoawwnii Bik Ha MOMEHT
o6cTexeHHs Ta Binblly MakCUMasbHy TOBLUMHY CTiH-
kn JILLU B oci6 3 myTauieto reHa capkomepy. lMpu
LbOMY He BUSBAEHO K/iHIYHUX BiAMIHHOCTEN Mpun
NOpPIiBHSAHHI rpyn 3 myTtauigmu MYBPC3 ta MYH7Y.
OpHak ui pe3ynbTaT OOMEXeHi HegoCKOoHannMm
ON3aiHOM [OOCHIOXEHHS Ta HeBeUKUM 0OCArom
BHaraTbox JocnigxysaHux koropT [60].

OkpiM TpaguUINHUX KNiHIYHUX OO0CHiOXeHb,
Kiflbka TBOPYUX TPyn 3anMaloTbCA BUBYEHHAM
naTtoreHe3dy 3axBOPIOBAHHS LWASXOM OOCHIAXKEHHS
KapgiomiounTiB, SIKi NOX04ATb Big, NOACLKUX iHOY-
KOBaHUX MIIOPUNOTEHTHUX CTOBOYPOBUX KJTUH
(INCK). IMyHHi MiTKK Ta MeToq, NoKanbHOT dikcau,ii
noTeHuiany BMKOPUCTOBYBaNW ANg igeHTudikauii
cneundiyHnx Ans 3axBOpPlOBaHHA (eHOoTuniB Ta
BMBYEHHS BigMIHHOCTEN TOKCMYHOI Aii kapgioTpon-
HUX MpenapaTiB Ha Pi3Hi KNITUHHI Ninii [58]. Ta
camMa TBOpYa rpyna, BUKOPUCTOBYIOUU Taki X Tex-
HONOrii, NPoAEeMOHCTpyBasna, WO BiOHOBJIEHHSA
KanbLieBOro romeocTtasy 3anobirano pos3BuUTKY
rineptpodii Ta enekTpodizioNoriyHnx NopyLleHb
noxiaHux Big INCK kapaiomMioyuTiB-HOCIiB MyTaLlii
MYH7 [56].



HosuHun kapgionorii 115
A < BTopyvHHa npodinakTka b 10
1,0 e et A . , ) )
§ o Mﬂ‘; ' = x o+ 1=, HopManbHa CUCTONIMHE BYHKLLS
FQs s + - +
=0 S . I 0,8 _|
3:r§ 0,8 [Ty | I % L
g Sz MepBuHHa npodinakTmka ! @ ™
IOR ey 06
%90 4 -
ggg 08 2o } .
038 3 CucToniyHa ancoyHKLis
IXG © o 0,4 -
585 04 - z8
E. o E , z a
82 BTopuHHa npodinakTvka: g 0.2 |
33 §[ 0,2 - ckopuroBaHe BifHOLUEHHS PU3UKIB § Log rank Tect P=0,001
g g S (BP)=0,07 (95 % A4l 0,01-0,86; P=0,04) o
év 0,0 0,0 T T T
o . . . 0 5 10 15
0 S 10 15 n Yac nicnsa imnnanTauii IK, pokis
n Yac nicnsa imnnanTauii IK4, pokis 5 u P
Mepsurva 307 76 4 1 HopmanbHa Cd 301 8 5 3
BTopuHHa 27 18 4 3 ch 33 3 0 0
B 1,0 r . 10
= 1 OgHokamepHuii IK[,
2 08 - 8 o8 s —t
g - = :
08 3 . "*”11 L)J,BOKamepHmVl IKA,
88 06 - %06 ‘
£ x g& KA s
?é § - g . MOXJIMBICTIO
z i S -
S g 0.4 o 53 0.4 OpHokamepHuii IKI npotu: geez;"ﬁ:g:)_
X © g LlBOKamMepHOro — CKOPMroBaHe At
QSJ % 5 0.2 BP=2.60 Hi3aUjnHOI
S 02 = z ’ -1(95 % Al 0,96-6,99; P=0,06) Tepanii
a X IKA-CPT — ckopurosaHe BP=4,39 (IKO-CPT)
T & (95 % [l 1,44-13,35; P=0,009)
0,0 1 T T T 0,0 T T
0 5 10 15 0 S 10 5
Yac nicns imAnanTauii 1K, pokis n Yac nicng imnnanTauii IK4, pokis
n 1- i
334 85 - 4 kamepHun IKL, 39 18 3 3
2-kamepHuin IKO, 216 38 1 0
CPT 36 1 1 0
1 \ R
0,8 s
2 - P - g !
O w— L= 0,8 -
g & w 3§ | °
X3 06 w3 |
82 ' 855 08 -
© 5 g Yy,
X 04 s d ‘
E e I x 8| e
3 & gz 04 -
S8 S8
s 02 J $9 lo2 A
o T m=E 7 4
Q =
3 oo g |
C A J T T ® o0
0 5 10 15 ! ! !
. . . 0 5 10 15
Yac nicna imnnanTauii IKA, pokis . . .
008 3 Yac nicng imnnanTauii IK4, pokis
11 15 4
" n 334 86 7 3

Puc. 4. C. O’Mahony ta cnisaBtopu [77] gocniannv rpyny i3 334 xsopux 3 FKMI1 ta pusmnkom PCC, sikum BcTaHoOBAEHO IK/. OTxe, y
xBopux 3 TKMI Ta IK[ crioctepiratoTb 3Ha4Hy CMEPTHICTb, YaCTi HEBUINPaBAaHi po3psav Ta PO3BUTOK yCKnaaHeHb. KpuBi BUXXNBaHHS
KannaHa — Meviepa: 6e3 KiHLeBOI T4k y BUITISAi CMePTi, MOB’s3aHOI i3 CEPLIEBO-CYANHHUMY 3aXBOPIOBaHHIMU (A), cTpaTtugikoBaHi
3a METOI0 BCTAHOBJIEHHSI MPUCTPOIO — NMEPBUHHOI Y/ BTOPUHHOI Npoginaktvku; 6e3 BunpasaaHux po3psais IKA (B), ctpatugikoBaHi
3a HasIBHICTIO CUCTOJIIHHOT AncyHKLUIi; 6e3 HeBunpasaaHux po3psais IK (B); 6e3 IKA-acouirioBaHux ycknaaHeHs (I7), cTpatugiko-
BaHi 3a cknagHicTio npuctporo; 6e3 IKA-acouirioBaHnx ycknanHeHb, y nauieHTiB 3 1- abo 2-kamepHum IK (xBopux i3 cepLeBoro
PEeCUHXPOHI3aLiriHoo Tepariieto He 3anydanu) (1), 6e3 IK-acouirioBaHux HeCrpuUsaTANBUX NoAiV (HeBunpasaaHi po3psaun Yn yckias-
HeHHs1) ans Beiei koropTu (E). n — kinbkicTb nauieHTiB 3 puaukom; CP — cuctonidHa ¢yHkuis; CLl — cuctonidHa AncoyHKLjs.
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AputMmoreHHa kapagiomionariss npaBoro
LUNTYHOYKA

ApuTmoOreHHa kapaiomionaTia (aucnnasis)
npasoro wiyHouyka (AKILL) kniHiYHO xapakTepuay-
E€TbCS MOpPYLUEHHAMU cepueBoro putmy, PCC Ta
nporpecyBaHHam CH. IicTonoriyHMmm 3Haxigkamm,
Tnnosumu ang AKMLU, € BTpaTta kapaiomioumTis 1a
ix 3amiHa ibpo3HOoto abo PibPO3HO-XMPOBOIO TKa-
HMHO. B ocHoBi AKTILL nexaTb myTtauii reHis, ski
KOAYIOTb CKNaaoBi 3’€AHYyBaNlbHUX ANCKIB KapaioMi-
ouuTiB, y 3HA4YHOiI 4acTkmn nauieHTiB [16]. Mia-
rHOCTUKa NOTpedbye KOMIMIEKCHOIO aHani3y gaHux
MpPo 4YfeHiB CiM’i, pe3ynbTaTiB rEHETUYHOro TECTY-
BaHHs, EKI Ta BigyanisauinHux obcTtexeHb [62].
OCHOBHUMMK MPOGAEMHUMU acnekTamMun BefeHHS
Takux naujeHTieB € PCC Ta nikyBaHHSA CUMMTOMHUX
aputmin i CH.

KniHiyHwnii giarHo3 apUTMoreHHoi

Kapaiomionarii npaBoro LwjiyHo4Yka

Y TOI 4ac AK iCHYIOTb JOKa3W TOro, O OCTaHHSA
MoandikaLis 3anponoOHOBaHUX AiarHOCTUYHUX KPU-
Tepiis AKTLU noninwwmna ix 4ymmeicTb Ta cneun-
diyHicTb [82, 85], 3anuwaloTbCs CyMHIBM WOA0
TOr0, YW OOCTATHbO BOHW YyTAMBI B OCOOAMBUX
BUNagkKax, Hacamnepen y amieTiB Ta YOPHOLLKIPUX
0oCi0O adpnKaHCbKOro €THIYHOro MOXOMKeHHSs. Lle
NnoB’sI3aHo 3 TUM, Lo 6araTto CTPYKTYPHUX Ta enek-
TpokapaiorpadiyHnx 3MiH, SKi TakoX € «Mannmm»
giarHocTndyHmmMmm kputepiamm AKILU, BBaxaioTb
BapiaHTOM HOPMW B 3a3HA4YE€HUX KaTeropin naujeH-
TiB [8, 107].

HoBITHIMM MeTOogaMn pPaHHLOro BUSIBSIEHHSA
deHoTunosoi ekcnpecii npun AKIMLLU € imyHoricToxi-
MiyHi Ta enektpodizionoriyHi. B ogHOMy 3 gochi-
IDKEHb CTBEPLKYBASIN, LLLO IMYHOrCTOXIMIYHE BUSB-
JNIEHHS NPUIHIYEHHS TPaHCAYKLi CUrHany Mix Kkapgi-
omioumMTamMm 3a yyacTio nnakornobiHy B GiontaTax
Miokapaa Mae 4ytnueicTb 85 % Ta cneundiyHicTb
57 % npwu AKTILL. ABTOpK 3ayBaxytoTb, WO TECT Mir
6u 6yTK giarHocTU4HMM [75], NpoTe Moro BUKOHaH-
HSA Y nepeadeHOoTMNoBUX BUNaakax (ae BiH 6u 6ys
HaMBINbLW LiHHWM) He gocnigkyeanu. IHwa rpyna
LOCNIOHVKIB BUSIBUAA 3HAYYLLE NPUIHIYEHHS iIMYHO-
pPEeakTUBHOIO CUrHasy nnakornobiHy B MiKKMITUH-
HUX 3’€OHAaHHAX KapaioMioOUMTIB Yy NALEHTIB i3 cap-
KOiJO30M Ta FiraHTOKAITUHHUM MiokapanTom [2].
Lle cBig41Tb NPO HOBUI NATOreHETUHHUIA MEXAHI3M,
KU 3a/ly4a€e AECMOCOMHI NPOTEIHM Yy NPOLLEC PO3-
BUTKY rpaHynemMaTo3HOro MiokapauTty, a Takox
LIMTOKIHM Yy Npouec ancnokadii nnakornobiHy 3 aec-
MOCOM i BUHUKHEHHS apuTMiri npu AKTILL.

HewooaBHO NpoBeggHe AOCIOKEHHS MOBIAO-
MWO NPO NOPYLLUEHHS KIHETUKM MPOBEAEHHS-PENO-
napusadii, BUsiBleHe 3a 4ONOMOro enekTpogisio-
noriyHoro TectyBaHHs y 10 ocib, ki He 6ynun poaun-
4Yamu, a TakoX B eKCrnepuMeHTasbHIn Moaeni Ha
MuLiax 3 MyTauissmu gecmonnakidy [34]. Baxnneum
€ Te, WO Ui NOpYyLUEHHA nepenysann BUPAXKEHUM
CTPYKTYPHUM 3MiHaM.

ETionoris

AKMLW € npupoaxeHUM 3axBOPIOBAHHAM 3
ayTOCOMHO-AO0OMIHAHTHUM TUMNOM YCMNAAKyBaHHS Yy
6nmn3bko 50 % Bunagkis [18], npy LLOMY TUNOBUMMN
€ HEerNnoBHa NEHETPAHTHICTb (Y TOMY 4YMCIi BikOBa) Ta
BapiabenbHa KniHiyHa ekcnpecia. Bnpoaosx ocTaH-
HbOF0O POKY reHeTu4yHy reteporeHHicTe AKIMLL
BUCBIT/IOBANM B HAyKoBWMX nyo6nikauisx, B SKWX
Mwnoca nNpo HoBi MyTauii reHiB docdonambdbany,
necmokoniny-2, TMEM43, CTNNAS3 (aT-kaTeHiH) Ta
neneuito B reHi nnakogininy-2 [6, 31, 37, 41,57,
100, 101]. Okpim TOro, ctano BiAOMO, WO MyTauii
reHiB, aAki notenep 6ynu acouioBaHi 3 iHLLIMMK Kap-
aiomionaTiaMmn, BUSBNEHO Y CiM’AX | OCNIOXKEHHSAX
3a y4yacTto ocib 3 AKILU. Lle oxonntoe myTauii reHa
HegecMocoMHoro binka namiHy A/C [86]. Ha cbo-
rogHi TakoX akTUBHO BMBYAIOTb IHLUI FEHETUYHI Ta
enireHeTUYHI MexaHiamun 3axsoptoBaHHs [61].

JoCArHeHHs reHeTUKM MOXyTb Y MalibyTHLOMY
NiABULLNTM creundivHICTb AiarHOCTUYHMX anropuT-
MiB, MPOTe pe3yfabTaTu AO0CAIAXEHb CBigYaTb MNpo
6arato nNpoBsIEMHUX NUTaHb LLOAO iHTepnpeTawii
OaHnUX CekBEHyBaHHS. Y AOOCHiOXEHHiI 3a y4acTio
427 KOHTpOJIbHUX ocib Ta 93 npobaHais 3 AKIMLU
Oynn ceKkBeHOBaHi eK30HW Ta CMIaNCUHIOBI akLen-
TOPHO-OOHOPHI ainaHkn reHie PKP2, DSP, DSG2,
DSC2 ta TMEMA43 [53]. AMOBIpHi naTtoreHHi MyTauji
oynn ineHTudikosaHi y 58 % sunaakis AKIILL,
npoTe Takox Bynu BusBneHi y 16 % Bunaakis rpynum
KOHTpono. Binbuwictb (43 %) myTauin-kaHauaoaTis
cepep oci6 3 AKMLU 6ynn pagukanbHumMm (To6TO,
MyTaLii NOCNIAOBHOCTEN, BAXINBUX AS19 CMIANCUH-
ry, HoOHCeHc-myTauii, iHcepuji abo aeneduii, gki npu-
3B0OAATb ab0 He NPM3BOAATL 40 3CYBY PpaMKM 34NUTY-
BaHHS), nopiBHaHO 3 0,5 % cepen KOHTPOJIbHUX
oci6. OgHak yacToTa MiceHc-myTaLin 6yna 3ictas-
HOIO Y rpynax nopiBHAHHA (21 % BUNaakiB y rpyni
AKTILL Ta 16 % cepen KOHTPOJIbHUX OCi6). IHW1MK
BaX/IMBMMU 3Haxigkamum 6ynum GinbLl BUCOKa 4acTo-
Ta BapiaHTiB-kaHAMAAaTiB, 0COBNNBO MiCEHC-MyTa-
Ui, y HeeBponeoiais NOPiBHAHO 3 KOHTPOJIbBHUMU
ocobamu-esponeoigamn (19,44 npotn 5,83 %), a
TakoX nofibHa KifbkiCTb BapiaHTIB MyTaujili reHis
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DSP, DSC2 ta TMEMA43 y rpynax KOHTpPOO Ta
AKILW. Ui pesynbtatn OEMOHCTPYIOTb KOHCEpBa-
TUBHWI Niaxig, SKOro chig, 4oTPUMyBaTUCS Mifd, Yac
iHTepnpeTauii reHeTnyHMx BapianTie AKILL.

HewopasHo onmncaHo BukopucTtaHHs INMCK anga
mogentoBaHHa AKILL [54]. BuseneHo, wo INCK-
MOXigHi KapaioMiounTn, reTepo3nroTHi 3a MyTauieo
nnakodiniHy-2, AeMOHCTPYIOTb NOCUNEHUIA Ninore-
HE3 Ta anonTo3, TOAj K FOMO3UIOTHI — NOPYLUEHHS
KasnbLLEBOro romeocTasy. [mmnblie po3yMiHHSA LMX
(dEHOMEHIB MOXE CrnpusaTK po3pobLji HOBITHIX Tepa-
NEeBTUYHNX CTPATErin, AKi MOOUPIKYIOTb 3aXBOPIO-
BaHHS.

Crparerii BegeHHs1 nayieHTiB

BeneHHa nauieHTa 3i BCTAHOBNEHUM AiarHO30M
AKTILL mae nepepbadatn cTpatmdikauiio pusnky
PCC, Bn3HauyeHHs noka3aHb 0o papmakoTepanii Ta
noTpebu mogndikawii cTuno XnUTTs. Taki aHTUapuUT-
Mi4Hi 3acobu, K amiogapoH i coTanos, 4YacTo nNpu-
3Ha4yalTb 4/ 3MEHLWEHHS apUTMIYHUX BUSBIB
3axBoptoBaHHSA [16], npoTe Ha TenepiwHin 4ac
OTpUMaHo obmarsb JaHuX NPOo Te, WO Le noinwye
BVXXMBAHHS Ta CMOBINIbHIOE NPOrpecyBaHHs 3axBO-
ptoBaHHS. Te came CTOCYETbCS iKyBaHHS aCoLLino-
BaHOi cucTonivyHoi aucoyHkuii JILL 3a gonomororo
iHFBITOPIB aHrioTEH3UHNEPETBOPIOBaNIbHOrO dep-
MeHTy i B-appeHobnokartopiB. MNMokasaHo, wo oi-
3W4HI BNpasu Ta 3marasbHi BUam cnopTty NigsuLLy-
I0Tb pn3nk PCC [17, 25] i TOMYy HE PEKOMEHOOBAHI
[63, 64]. HewonasHO BUSBUAK, WO i3MYHI BNpaBu
acouiloTbCs 3 NiABULLEHHSIM NEeHETPaHTHOCTI 3a-
XBOPIOBAHHA Ta apuUTMIYHOro pnaunky B ocib 3 gec-
MOCOMHMMM MyTaLisMu. IMOBIpHiCTb BianosiaHoc-
Ti KpUTEpisM 3axBOPIOBAHHSA, 3arnpONOHOBAHUM
pobouoto rpynoto, Gyna BULLOK Y NPOLECi ANHAMIY-
HOrFO CMNOCTEPEXEHHS, MNpPU UbOMY CUMMOTOMMU
AKTILL BnHUKanm y monoaLiomy Biui cepen 56 atne-
TiB-HOCIIiB MyTaLji (BMan CnopTy Ha BUTPUBAICTb),
NOPIBHAHO 3 HOCIAMMK, B SKNX OYB MEHLU PYXJINBUIA
Cnocid xuTTa. Y uux atneTiB Takox Oyno ripwmm
BVDKMBAHHS BNPOAOBX XUTTS 6€3 eni3ojiB LWayHOY-
koBoi Taxikapaii (LUT)/dibpunsauii wnyHoukis Ta CH
[49]. 3a3Ha4eHi pe3ynbTaTyi KOPENoTb 3 AO0KIIHIY-
HUMU CMNOCTEPEXEHHAMU B EKCMepUMEHTasbHIN
moaeni AKIML Ha muwax 3 aedekramm reHa nnako-
diniHy [26].

3rigHO 3 4aHUMWM HU3KM OOCIAXEHDb, 3aCTOCY-
BaHHA KaTeTepHOi abnauii ang nikyBaHHSa NOBTOP-
Hux LUT npn AKIILL acoujioBanocs 3 BUCOKOKO Yac-
ToTOlo peunamsis [20, 104]. OgHak y HelloaaBHO
npoeegeHoMy 0OaraToueHTPOBOMY [OOCHiOXKEHHI,

ke 30CepeaxyBanoCsi Ha HOBIWUMX CTpaTeriax
abnauii, BMBY4anu 4acTtoTy peumavByBaHHsa LUT Ta
BMIMB Ha OOTSXKEHICTb Het B nauieHTiB 3 AKTILL.
ABTOpPU BKA3ylOTb Ha 3HAYYLLLE 3HMXEHHSA 00TsaXe-
HocTi LUT Ta TpuBaniwe BMXMBaHHS 6e3 enisonis
LUT nicna npoBeoeHHs enikapAaianbHoi abnsuji,
NOPIBHAHO 3 eHA0KapaiafibHOIO TEXHIKOIO npoueny-
pun. OgHak YacToTa peumamByBaHHS 3anuLlanacs
3HAYHOO, NMPM LbOMY 3araibHui piBeHb cBOGOAM
Big, LT cTtaHoBMB 47 % 3a nmepLunin pik cnocrtepe-
XeHHs [81]. Li gaHi ceigyaTtb npo Te, Wo KateTepHa
abnsuia moxe 6yTn epeKTUBHOIO Y Migrpyni NaLieH-
TiB 3 6e3nepepBHOto abo yactoto LUT, pedpaktep-
HOIO 00 MeOuKaMeHTO3HOi Tepanii. Jeski paHi
TakOX BKa3yloTb Ha Te, WO e OAHUM NOTEHUINHNM
nokasaHHsM Moxe 6yTu LUT npu 6inbw nokanisoBa-
Hux dopmax AKMLL [7].

lMNMpodinakTnka pantoBoi cmepTi

YuHHi pekomeHnpauii AHA/ACC/ESC 3 BeaeHHs
NaLEeHTIB 3i LLIYHOYKOBUMU apUTMiaMK Ta npodi-
naktnkn PCC pekomeHaytoTb imnnaHTauiio 1K
naugieHtam 3 AKTILU, gki mMaloTb AOKYMEHTOBAHY
cTiky LUT abo ¢ibpunauiio WAyHOUKIB, a Takox
OTPMMYIOTb ONTUManbHy dapmakoTtepaniio [108]. Y
HeLWLo0aBHO NPOBEAEHOMY OrNgai nitepatypu, KU
BktoyaB 610 naujieHTiB, BUBYANIM KJiHIYHI HAcCniokm
Ta ycknagHeHHs imnnaHTauii IKA y nauieHTiB 3
AKTILL. ABTOpPKM NOBIAOMUAN, LLO, BMPOAOBX Nepio-
Oy crnoctepexeHHsa 3,8 poKy piBeHb BUMNpaBOaHUX
pospsaais IK[ ctaHoBMB 9,5 % Ha pik, @ HEeBUNpas-
naHux — 3,7 %; npu uUbOMy cnocTepirann Taki
YCKNaAHEHHS, K ANCOYHKLIS Ta AUCno3unuis enek-
TpoAiB, a TakoX iHpeKuinHi npouecu (4acTtoTa
iHWKX ycknagHeHs ctaHoBuna 20,3 %) [92]. 3HoBy
X TakKW, Ui AaHi NigKpecniolTb HEOOXiAHICTb aaek-
BaTHOI cTpaTudikavii pusauky ons 3HUXEHHS 3axBO-
ptoBaHOCTI, noB’sa3aHoi 3 IK[-acouinoBaHMM
yCKNagHEeHHAMMN. BapTo 3a3Ha4YnTK, WO NalieHTam,
AKUX aHanidyBanu B Upomy ornsaai, IK[ 6ynn BcTa-
HOBNEHI 3 METOI0 NEPBUHHOI Y/ BTOPUHHOI Npodi-
naktuku. Lle moxe xoda 6u 4acTKOBO MOSACHUTMU
BWUCOKY 4aCTOTY BUMNPaBAAHUX BTPYYaHb.

JopaTtkoBy LjiHHICTb Ta ponb MPBC y cTpaTtu-
dikauii pnsnky pocnigxysann y 69 nauieHTiB 3
AKTMLU-acouirioaHnMmu myTauiamn (83 % 3 myTa-
uismn PKP-2) 6e3 gpaHux 3a cTinky LUT B aHaMHe3i
[97]. EnekTpuyHi nopyweHHs BusgBneHo y 61 %
nauieHTiB, cepen 9kux y 48 % Takox 6ynu 3miHu
MPBC (Bu3Hayanu sk HasiBHICTb xo4a © OAHOro
«Masioro» Kkputepito pobo4oi rpynn). Jinwe B 0gHO-
ro (4 %) nauieHTa 6e3 enekTPUYHMX MOPYLUEHb
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Oynu BidyanbHi 3MiHM CTPYKTYPU CEPLUS HA MOMEHT
BBEAEHHA B A0CAIOXEHHS. BnponoBx nepiogy
crnocTtepexeHHs (5,8+4,4) poky enizoan CTilikoi
LLUT 6ynn nuwe B nauieHTiB 3i 3miHamn Ha EKI Ta
MPBC. ABTOpu 3p0o0unn BUCHOBOK MNpPO Te, WO
cepep HOCiiB MyTauii HasBHICTb 3MiH 3a AaHUMU
060x obcTexeHb (EKIN Ta MPBC) BusHavae B1Uco-
KN pusuk. Y nomibHOMYy OOCRIOXEHHI MporHosy
npu AKILW nosigoMnann Npo NO3UTUBHY Npeank-
TUBHY LiHHICTb nopyweHb npu MPBC y 369 nadli-
€HTIB, AKi BianoBiganu xo4a 6 0AHOMY «ManioMy» 4u
«BENIMKOMY» AiarHoCTuYHomy kputepito AKIILL.
HeratmeHa npegukTMBHA UIHHICTb HOPMAanbHOI
MarHiTHO-PEe30HAaHCHOI KapTUHW cepus CTaHoBMNa
98,8 % BNpPoOOOBX Mepiogy CNOCTEPEXEHHS
(4,3+1,5) poky [21].

Mowyk GiomapkepiB ANs paHHbOI AiarHOCTUKM
Ta cTpatudikauii pusanky € o6’eKTOM aKTUBHOIO
BMBYEHHS. Hanpuknag, HM3bkKi KOHUeHTpauji Ginka
bridging integrator 1, acoujnoBaHoro 3 membpa-
Hot0, BYNKM NOB’A3aHi 3i LWIYHOYKOBUMW apUTMiSMun
Ta ANCOHYHKLUIED MioKkapaa B HEBENMUKINA KOropTi 3
24 nauieHnTis 3 AKTILL [46].

HoBIiTHA cTparteria NpPorHo3yBaHHA pPU3NKY B
HociiB AKIMLU-acouinoBaHoi 4eCMOCOMHOI MyTau,i
nepenbdavae NpoBeaeHHs reHeasnoriyHoro aHaniay,
a Takox ypaxyBaHHs pesdynbrtaTtiB EKIN Ta xontepis-
CbKOro MOHiTOpyBaHHs [9]. B ogHOMy 3 pochi-
KeHb ana ctpatudikauii pnaunky cTinkoi LT Bu-
KOpucToByBaNn GEHOTUMNOBI XapakKTepPUCTUKU.
HocnigHnkn 3anyunnn 215 nauieHTiB, 3a SKMMuU
crnocTepiranu, B cepeaHboMy, BNPOAOBX 7 POKIB.
CrpaTtundikauiio pn3sunky 34iMCHIOBaNM 32 NOPYLUEH-
HAMW penongapuaalii i genonspuaadii, BUSBIEHN-
MU Ha enekTpokapgaiorpadii. BuxuBaHHa 6e3
noain ynpoaosx 5 pokie ctaHosuno 33 % y rpyni
0Cib 3 BUCOKMM PU3MKOM NOPIBHAHO 3 97 % y nauj-
€HTIB 3 HN3bKMM PU3UKOM.

AunaTtauiiHa kapaiomionarTis

OdunatauinHa kapgiomionaria (AKMI1) — ogHe
3 HanbinbLl YacTMX 3aXBOPIOBaHb Miokapaa y po3-
BMHEHMX KpaiHax, sike BUSIBIAETbCS CUCTOJIYHOIO
ancdyHkuieto JILL Tta noro annatauieto 3a BiacyT-
HOCTi NepeHeceHoro iHpapkTy Miokapga B aHaMm-
Hesi. YNPOoaoBX KiflbKOX OCTaHHIX POKiB nepcnek-
TUBHMMUW CTanu OOCHIOKEHHS, §Ki NiAKPECNoTb
BaXJIMBICTb FEHETUYHUX YNHHUKIB B €TIONOrii nNpu-
POAXEHUX i, WMOBIpHO, HabyTux dopm OKMIT.
CrtangapTHa cuMmnTOMatuyHa Ta MNPOrHOCTUYHA
Tepania CH € HapiXXHMM KaMeHeM BefleHHs NnaLjieH-
TiB 3 KM, npoTe ocTtaHHiM Yacom Bce OinbLue

yBaruv npu LboMy NpuainsaioTb BpaxyBaHHIO €Ti0N0-
rii 3axBOploBaHHS.

leHeTnyHi cyoTnnn gunaraudiiHoi

kapgiomionarii

Y Hu3ui gocniokeHb BuBYanu nepebir AKMI,
CMpUYMHEHOi myTauigMmn reHa namiHy A/C gene
(LMNA). Lle reHeTM4YHE NOpYyLLUEHHS aCOLLIOETBLCS 3
NOPYLLUEHHAM MPOBIAHOCTI, NepeacepoHUMU apuT-
mMismm, CH Ta panToBOlO CMEpTIO; MOro MOXIMBY
HasBHICTb cnig po3rnagatu, konn AKMIT cynpoBo-
[)KYETLCA 3POCTAHHAM PIiBHA CUPOBATKOBOI Kpea-
TUHKIHA3U1, NOPYLUEHHAM NPOBIOHOCTI ab0 YacTUMK
aputmiaMmu. JaHi gocnigxeHs ceigyaTb Npo Te, Wo B
LMX MauieHTiB NnuTaHHa nNpo imnaanTadio K4 cnig,
po3rnagaTtn npu HabaraTto HMXYOMY NMOPO3i, HiX B
iHWKnX Bunagkax AKMI [72, 96, 99]. Y 6araTtougeH-
TPOBOMY OOCNIOXEHHI 3a ydyacTio 269 nauieHTiB 3
myTauieiro LMNA BuABNEHO Taki YMHHUKU PU3UKY
3N0SKICHUX LWAYHOYKOBMX apUTMIi: HecTika LUT,
dpakuisa sukuay (PB) JILL < 45 %, yonosiva cTaTtb
Ta MyTauji, BiaMiHHI Big, TMny «MiceHc» [102]. desi
aBTOPU BBaXalOTb, WO MUTAHHSA MPO iMMAAHTaLilo
IKL, MOXHa po3rmspaTtn HaBiTb 3a HASIBHOCTI MiHi-
MasibHUX BUSIBIB 3 OOKY cepus.

Y HewonaBHO NPOBEAEHOMY OMNSALAI BKa3yoTb
Ha Te, wo myTauii TTH € yacToto npuynHoo KM
[43]. MyTauii TTH ynpogoBx TpuBanoro 4acy
po3rngnanu K NOTEHLiNHI NpUYnHK Kapgiomiona-
Tii, NpoTe iX BMBYEHHA 3aTpygHIOBasN PO3MIp
reHa i HasBHiCTb 6araTbOx anefibHUX BapiaHTiB
[29, 30, 90, 94]. Ona nogonaHHA Oeakux Npo-
6nemHux acnekTie D. Herman Ta cniBaBTopu [43]
3acToCyBanmM CeKBeHyBaHHS HOBOI reHepaldiii ans
aHanidy reHoMHux nocnigosHocten TTH 3 meTotlo
BUSIBNIEHHA MYyTaLili, 3a SKMX NOPYLUYETLCHA NOBHA
noBXxunHa komnnemeHtapHoi JHK (myTauii Bkopo-
4yeHHs). JocnigXeHHs NpoBOAUAM 3a y4acTio 792
nauieHTiB (312 — 3 AKMI, 231 — 3 TKMI Tta 249
0Ci6 KOHTpOMbHOI rpynu). MyTauji BKOPOYEHHS
TTH vacTiwe suasnanucsa npu OKMI (27 %), aHix
npu TKMIM (1 %) Tta B rpyni koHTponto (3 %).
MyTauii TTH 6ynu kocerperosani 3 AKMIM y poan-
Hax 3 MEeHEeTPaHTHMM 3axXBOPIOBAHHAM, MNpPOTE
Takox BusgBnanuca y 18 % cnopaguyiHmx Bunag-
kiB. Came TOMy cekBeHyBaHHA TTH, MMOBIpHO,
BiAirpae 3Hauvylly pojib Y BUBYEHHI FEeHEeTUYHUX
nepenymos OKMIT 3 meTolo ontumisauii nepen-
deHoTUNoBOI giarHocTnkn. OgHak BUcoka 4acTo-
Ta BUSIBJIEHHA MyTauiil cepef KOHTPOJIbHMX OCiO
Ta y crnopagumyHux Bunagkax MOXe, CKopilwe,
CBiguYMTN NpPOo MigBULLLEHY CXUNBHICTb HOCITB TTH-
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MyTaLin 0O PO3BUTKY 3aXBOPIOBAHHS, aHiXX Npo iX
NMPUYUHHY POSib.

MouynHatoum 32011 p., NiAKPECNIOETLCS BAXIN-
BiCTb enireHeTMYHNX YMHHKKIB (TOOTO npouecis, sKi
BMJIMBAIOTb HA aKTMBaLilO reHiB 6e3 3MiHM nochni-
nosHocTi AHK) y po3suTky i nporpecysaHHi JKMIT.
Y pocnigxeHHi, B AKOMY Ha LifIoMy reHOMi BUBYaIu
MeTunoBaHHs cepueBoi JHK y nauientis 3 KMI1
Ta B rpyni KOHTposnio, J. Haas Ta cnisaBToOpm BUABN-
N1 BiAMIHHOCTI Y METUIIOBAHHI reHiB, 3a5y4eHnx oo
naTtoreHeTn4HMx MmexaHiamie CH. Lle acouitoBanocs
3 pi3HMuelo B ekcnpecii matpukcHoi PHK, wo B
noganblwiomy 6yno nigTBepaXeHe B eKCnepuMeH-
TaNbHUX OOCNIOXEHHAX Ha AaHio-pepio. EnireHe-
TWUYHI OOCNIAKEHHS aKTMBHO NPOBOAATLCA Yy cdhepi
3N105KiICHMX HOBOYTBOPEHb i CNPSAMOBAaHI Ha MOLUYK
MOTEHUINHMX TepaneBTUYHUX/AiarHOCTUYHUX Bio-
MapkepiB Ta NikyBanbHUX MiweHen [15, 42, 59].
lMoTeHuUinHY ponb pe3ynbTaTiB enireHeTUYHUX O0-
cnigXeHb y Kapaionorii we noTpibHO BU3HAUYUTN.

OcTaHHIM YacoM akTyaslbHMM HanpsiMoOM [0-
CNifXXeHb CTana reHeTuYHa CXMMbHICTb A0 MOLWKO-
IKEeHHS1 Miokapaa npo3anajibHUMU YUMHHUKAMU
[70]. Bipyc Coxsackie — yacta npuynHa miokap-
ONTY — BUKIMKAE NPOTEO0Ni3 ANCTPODIiHY B iHDIKO-
BaHUX kapaiomioumtax [3-5]. leHeTnuHi pedektn
ONCTPO®IH-rMiKONPOTEIHOBOro KOMMJEKCY, acoui-
MoBaHi 3 M’A30BOI0 AUCTPOdIEID, € HACTOK Npu-
ymHoto OKMI, konu 3miHn, susasneri npn MPBC,
NPakTUYHO HEMOXJIMBO AudepeHLuiloBatn 3 Mio-
kapautom [69]. 3rigHO 3 pes3ynbTatamu iHWOro
DOCNIAXEHHS, HAsBHICTb BapiaHTiB TONN-NOAIOHNX
peuenTtopis (toll-like), ki BigirpalOTb KJOYOBY
pPOAb y NPUPOOXEHI iIMYHHIN BiANOBIAi, acouitoBa-
nacs 3 ripwoto yHkujieto miokapga y 158 naujeH-
TiB [87]. HapewrTi, B. Meder Ta cnisasTtopu [71]
npe3eHTyBanM AaHi Npo acoujauito nokyca, sKumn
MICTUTb FEHMU, WO KOAYTb BiIKM rONOBHUX KOMIM-
nekcie ricrocymicHocTi li ll, 3 AKMI1. ABTopwn BCTa-
HOBUNM 6araTo OOWHWMYHUX HYKNEOTUOHUX Moni-
Mop®i3miB y xpoMmocomi 6p21. BuasneHo cneum-
diYHUI NOKYC, a TakoX acoujaLito 3 651M3bKO PO3-
TaloOBaHUMM FreHaMu, siKi KOAYIOTb BaXKi NaHLorv
peuenTopis | i Il knacis rONOBHOrO KOMMEKCY ric-
TOCYMICHOCTiI.

lNMporHo3yBaHHS1 HacNigKiB

npv annarauyiviHin kapgiomionarii

MonibHo Ao iHWKWX KapaiomionarTin, npyu AKMI
ponb MPBC anst npOrHo3yBaHHA KNiHIYHWX HACNIAKIB
aKTVBHO BMBYalOTb. HELLLOAABHO OTPUMAaHI AaHi CBifl-
YyaTb NPO Te, WO HaaBHICTb MMM y TOBLLj CTiHKM BNO-

Kpemnoe cepen naujeHTis 3 AKMIT koropTy nigsum-
LLLEHOro Pn3nky cMepTi. YNpoaoBx nepioay crnocre-
PEXEHHH, MediaHa TPWUBANOCTI SKOro CTaHoBWUa
newo binbLue 5 pokie, nomepno 27 % 3i 142 naujeH-
TiB 3 AKMIN i MMl nopisHsaHo 3 11 % y rpyni 330
nauieHTie 3 AKMIT 6e3 MNMIr [38]. NMaTogisionoriyHe
NigrpyHTa Taknx BigMiHHOCTEN HE 30BCiM 3pO3yMine.

[aHi, 9Ki oNMCcyTb AiarHOCTUYHI Ta NPOrHOC-
TUYHI MoxnumeocTi MPBC woao cyporatHux mapke-
piB iHWMX FicTONaToNOri4YHMX 3MiH, 30Kpema Habps-
Ky, Andy3Horo ¢gibpo3y Ta HEBNOPSAKOBAHOCTI MiO-
LMTIB, OYiKYIOTbCS Y HANBNMXKXYOMY MaNOYTHLEOMY.

MoumHatoum 3 2011 p., HANGINbL BaXMBI OaHi
oTpumaHo B gitert 3 AKMI. AHani3 peecTpy, akui
oxonue 1803 piteli, nokasaB Taki PiBHI 5-pi4HOI
3axBOPIOBAHOCTI: 29 % Ona TpaHcnnaHTauii cepus,
12,1 % png cepueBoi CMepTI, ika He BUHUKIIA panTo-
BO, a Takox 2,4 % nna PCC. Mogenb ctpatudikadii
puanky PCC 6a3yBanacs Ha faHux exokapaiorpadii i
XapakTepuaysanacs 4yTnmeicTio y 86 % Ta cneuu-
diyHicTio ¥ 57 %. 3HavywmMn npeamkropamm 6ynm
auvnartauia JIL, Bik HA MOMEHT BCTaHOBJIEHHSA Aja-
rHO3y Ta NOTOHLIAHHS 3aHbOI CTiHkK [80].

B iHWwoMy pocnioxeHHi 3a yyacTtio 175 piten 3
OKMI piBeHb cMepTHOCTI abo TpaHcnaHTauii cta-
HOBUMB 26 % ynpoaoBX NepLUIOro POKy Micns BCTa-
HOBNEHHS aiarHo3y. [NMpu ubOMy pPiBEHb BUXMUBAHHS,
BiNIbHOrO BiO, KiHLUEBOi TOYkM (CMepTb abo TpaH-
cnfnaHTauis), ctaHoBuB 56 % ynpomosx 20 pokis
nicns BCTAHOBMIEHHS AjarHO3y. 3pOCTaHHS PU3NKY
cMepTi abo NpoBeAEHHS TpaHCMNaHTaLji acoujoBa-
N10CS 3 BIKOM BCTa@HOBJIEHHS AiarHO3y, HasBHICTIO
CiMeNnHOI kapaiomionarTii Ta HW3bKOK BUXIOHOO
BEJINYNHOIO ppaKLiiHOro BkopoyeHHs JILL [1].

HdocsirneHHs Tepanii

YNpoaoBX OCTaHHIX KiNIbKOX POKIB OAHIE0 3
OCHOBHUX TEM HayKoBWX NyoGrikaLiiii cTano 3acTocy-
BaHHA CTOBOYPOBMX KNiTUH. Y paHOOMI30BaHOMY
KOHTPOJSIbLOBAHOMY  AOCHIAXEHHI 3a y4acTio
110 nauientiB 3 AKMI1, akmx cnocTepiranu Bnpo-
OOBX 5 pokKiB, NPOAEMOHCTPOBAHO MOMIMNWEHHS
dyHKuUioHanbHOro crady JIW, nigsuweHHa Tone-
PaHTHOCTI A0 i3MYHUX HaBaHTAXeHb Ta Kpaule
TpuBase BUXMBAHHA cepen NauiEHTIB, SKMM Npo-
BeOEHO iHTPaKopOHapHY iMnNiaHTaL,iio CTOBOYpPOBMX
KNiTMH. PiBeHb 3aranbHOi CMEPTHOCTI Y rpyni CTOB-
OypoBux KnitTMH ctaHosuB 14 npotn 35 % y rpyni
KOHTPOJIIO, NpPU LbOMY PiBHIi HACOCHOiI HegocTaT-
HOCTiI ctaHoBunam 5 npotn 18 %, BignosigHo. He
BUSIB/IEHO BIAMIHHOCTEN WOAO0 PiBHA pPanTOBOI
cmepTi [105].
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Y cuctematnyHomy ornsadi 29 AOKMiHIYHMX Ta
15 kniHiYHMX pocnipxeHb 6ynu peTenbHO NpoaHarni-
30BaHi gaHi Npo Tepanilo CTOBOYPOBUMMU KNiTUHA-
M. Y GiNbLIOCTI OOCHiOXEeHb Noka3aHe MoMipHe
3pocTaHHa DB JILU Ha Tni npoBeaeHHs KNiTUHHOI
Tepanii BNpoOoBX Nepioay CnocTepexeHHsd. Yepes
3HAYHY reTeporeHHICTb KPUTEPIiB 3a/ly4EeHHdA, Me-
TOOO0Orii Ta BU3HAYEHHS KJTiHIYHUX HACMiaKiB, Haro-
JIOLLIEHO Ha HeoOXigHOCTI NpoBeaeHHs paHOOMI30-
BaHMX KOHTPOJIbOBaHUX A0CHIoXKeHb [33].

EdeKkTnBHICTb KOPOTKOCTPOKOBUX Pi3UYHNX
Bnpae BuBYanu B nauieHtis 3 AKMIT ynpooosx
8-TuXHEeBOro nepioay crnocrtepexeHHs. HanbinbLu
BUpaxeHe noNinweHHs @YHKUIOHAaNbHOIMro CTaHy
Miokapga B CTaHi CNOKOK Ta Nig 4ac BMKOHAHHS
HaBaHTaXEHb PEECTPYBAIN B MaSIOPYXOMMX MaLi-
€HTiB [45].

IHWa MiweHb TepaneBTUYHOrO BMAMBY MpU
AOKMIM - aktuBauisa iMyHHOI cuctemu. B ogHoMy 3
[OCnioKeHb NOKa3aHo, WO NikyBaHHSA aTopBacTaTu-
HOM Yy Manmx 03ax CrpuUsie SHUXEHHIO PIBHS NpPO-
3ananbHUX LUUTOKIHIB (iIHTepnekiH-6, pakTop HeKpo-
3y NyxJvH o), cevyoBoi kmcnotm T1a N-KiHLEeBOro
MO3KOBOr0 HaTPiNypeTUYHOro NnponenTmay B Manin
koropTi nauieHTie 3 AKMI [10].

CykynHi [oOka30Bi AaHi cBig4atb NMpo nonin-
LWWEHHS BUMXXMBAHHSA Yy MAUIEHTIB 3 i4ionaTUYHOIO
OKMTIM. Pesynbtatn Ginblie Hixx 30-piyHOro cno-
CTepexeHHs 3a 603 nauieHTamn gO3BOAMAM NPO-
aHanizyeatu BMJAUB BMPOBAOXEHHSA KIIHIYHUX
pekoMeHJaui Ha 3aXBOPIOBAHICTb Ta CMEPTHICTb.
MauieHTiB cTpaTndikyBanam Ha 4OTUPKM nepioan
3any4eHHs B gocnigxeHHs. KoxeH nepiof acou,ito-
BaBCSH 3i SHMXKEHHAM PU3NKYy Ha 42 % NOPIBHAHO 3
nonepenHim, Wo Bigobpaxxano 3HavyLLe 3HMXEHHS
piBHS CMepTHOCTI, NnoB’a3aHoi i3 CH, Ta panToBoi
cmepTi [12].

BucHoOBKuU

Kapaiomionarii 3annwaiotecs chepoto niasn-
LLLEHOr O IHTEPECY B NniTepaTypi. Y To Yac, 9K CnekTp
3axBOPIOBAHb € 3HAYHUM | NPOAOBXYE PO3LUNPIOBA-
TUCS, TEMATUKN 3 PIBHUX Kapaiomionarin 3anuwa-
IOTbCS AY>XXEe CXOXUMMU i 3BOAATLCS, B NEPLUY Yepry,
[0 HEOBXiAHOCTI TOYHOI AiarHOCTUKN, cTpaTUdikaLi
pU3nKy, a TakoXx, 3a MOXJIMBOCTI, €TIOTPOMHOI Tepa-
nii. Mporpec 3 BUBYEHHS LMX aCNEKTIB 3anexatnme
Bifl HAYKOBMX PO3POOOK Ta BMPOBAOKEHHSA TEXHO-
NOrin y ranysi «-omik», ane HabinbLue — Big, Hanaro-
okeHoi mMaclutabHoi 6araToueHTPOoBOI crniBnpad;.
Bci HasBHI gaHi ceBigyaTtb NMpo Te, WO B HACTYMHI

Kifibka pOKiB CMOCTEePIraTMMETbCH 3HAYHUI YChiX Y
BWBYEHHI Kapaiomionarin.

BHeckn. Yci aBTopu 3pobunn Takuii BHECOK: KOH-
uenuis Ta an3aiH, 30ip Ta iHTeprnpeTawis AaHux; po3po0-

aJIbHOI CK/1aA40BOI; a TaKkoX OCTaTOYHEe CXBaJIeHHS BepcCii
A15 1y6nikyBaHHS.

KoHnikT iHTepecis. OPG oTpumaB A0CHIAHULIbKNIA
rpaHT Big British Heart Foundation. Yci iHWwi aBTOpy He
3as1BUIN PO KOHGIKT iHTepecis.

lloroaxxeHHs1 Ta eKCrepTHe PeLeH3yBaHHSI: CKepo-
ByBa/n; PeLEH3yBaHHS 30BHILLHIMM ekcriepTamu.
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Kapaonomuonatum — 3aboneBaHnst MMokapaa, BO3HUKHOBEHME KOTOPbIX HE MOXET ObITb 0ObSICHEHO HAPYLLEHNEM FrEMO-
OVHAMVKM UKW NOPaXeHMEeM BeHevHblX apTepuii. OHM npeacTaBneHbl PSaoM MOP@ONOrnmyeckmx (CTPYKTYPHbIX) U
GYHKUMOHaNbHbIX GEHOTUMNOB, B OCHOBE KOTOPbIX MOMYT NIEXaTb FEHETUYECKME N HEFEHETUYECKME MEXaHU3Mbl. Beaylume
Tematukm nybnukauuin, wmagaHHbix B 2012-2013 rr, noxoxu Ha Te, KOTOpble OcCBewanucb B
AnbmaHaxe-2011, a UMEHHO: MPUMEHEHNE (M MHTEPNPETALLMS) FEHETUYECKOrO TECTUPOBaHMS, pa3paboTka U BHEAPEHNE
HOBEWLLMX HEWHBA3UBHbIX METOLOB BU3yanu3aumm, a Takke UCMoJIb30BaHNE CbIBOPOTOUYHbIX GBIOMapkepoB s amar-
HOCTWKM N NPOrHO31pPoBaHus. BaxHoW MHHOBaLMEN, C MOMEHTA BbIx04a NOCNeAHEro anbMaHaxa, iBisieTcs paspaboTka
60/1ee COBPEMEHHbIX, YCOBEPLLIEHCTBOBAHHbLIX MOAENEN NPOrHO3VMPOBAaHNS HEGNArONPUSATHBIX KIMHUYECKUX COBLITUIA.
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Cardiomyopathies are myocardial disorders that are not explained by abnormal loading conditions and coronary artery
disease. They are classified into a number of morphological and functional phenotypes that can be caused by genetic
and non-genetic mechanisms. The dominant themes in papers published in 2012-2013 are similar to those reported in
Almanac 2011, namely, the use (and interpretation) of genetic testing, development and application of novel non-
invasive imaging techniques and use of serum biomarkers for diagnosis and prognosis. An important innovation since
the last Almanac is the development of more sophisticated models for predicting adverse clinical events.
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