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Croci®6 BM3HayYeHHA MOXNMBOro nepediry rinepTpodidyHOl KapaiomionaTii 34IACHIOITL  LLMAXOM
nposefeHHsA exokapgiorpadii. BusHavatoTb TaxkicTe CH(I-IVOK) 3a pesynbTatom 6-Tv XBUIIMHHOIO
TecTy, B cupoBaTlUi KpoBi BM3Ha4dalTb piBeHb [anektuHy-3 ([an-3) (B Hr/mn), 3a JaHumu
exokapgiorpadii BusHadaloTb BenuuuHy dpakuii Bukngy (PB) (B %), BenuUMHy rpagieHta TUCKY Y
BMXiOQHOMY TpakTi miBoro wnyHouyka) (Pgmax) (B MM pT.CT.), BENWYUHY 4Yacy i30BONEMiYHOro
po3cnabneHHs nisoro wnyHoyka (IVRT) (B MC), po3paxoByloTb KoeilieHTU perpecii.
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KopucHa mogenb Hanexute A0 MeAuUMHK, a caMe OO0 Kapaionorii, i moxe ByTn BukopuctaHa ansi
BU3HAYEHHS MOXNMBOro nepebiry rineptpocpivHoi kapaiomionatii (TKMIT).

OpHieto 3i cknagHux npobnem kniHivyHOI Kapgionorii € KMI1. BignoBigHO [0  KiHIYHUX
pekoMeHaauin €Bponencbkoro kapgionoriyHoro Topapuctea (2014 poky), OCHOBHUM AiarHOCTUYHUM
kputepiem F'KMI1 € NOTOBLUEHHS CTiHKM MIBOro LWyHo4ka Big 15 MM i Oinblue, BusiBreHe G6yab-saknm
METOAOM MNpW BIACYTHOCTI iHWWX MpuunMH rinepTpodii, abo MeHW BupaxeHa rinepTpodis npwu
BUSIBIEHHI cneundidHnx reHHux Mytaudin [ESC Guidelines on diagnosis and management of
hypertrophic cardiomyopathy. The Task Force for the Diagnosis and Management of Hypertrophic
Cardiomyopathy of the European Society of Cardiology (ESC) / Perry M. Elliott, ArisAnastasakis,
Michael A. Borgerfet al] // European Heart Journal. - 2014. - Vol. 35. - P. 2733-
2779.D0I:10.1093/eurheartj/ehu284].

HesBaxatouMm Ha OOHOTUMHI CTPYKTYPHI 3MiHM Mmiokapga npuv KM, kniHivHi  nposiBu
3aXBOPIOBaHHSA i oro nepebir Haa3BmyanHo BapiabenbHi. MaHidbecTauis TKMIT moxe ctatuca B 6yapb-
SAKOMY BiLli, 3aXBOPIOBAHHS MOXe CYNpOBOXYBaTUCS ABULLAMU OBCTPYKLUIT BUXIOHOrO TpakTy NiBoro
wnyHouka (BT JILW), ycknagHioBaTucsa cepueBoto HegocTaTHicTio (CH), iwemieto miokapaa i BaXkkumu,
Hepigko daTanbHMMK MOPYLIEHHAMW PUTMY, ane MoXe npoTikatu 6escmmntomHo [HoJ.E., LiuC,
LyassA., CourchesneP. et al. Galectin-3, a marker of cardiac fibrosis, predicts incident heart failure in
the community // Journal of the American College of Cardiology. 2012. Vol. 60, Is. 14. P. 1249-1256.
DOI: 10.1016/j.jacc.2012.04.053.]. Lle cTBoptoe 3Ha4Hi TpygHOLLi Npu gudepeHLianbHii giarHOCTuLUi i
BMOOpPI onTMMarnbHOT TakTUKK nikyBaHHs TKMIT.

EdexkTvBHMM HanpsAMKOM onTumisauii TakTuku nikyBaHHa [KMIT € paHHe BUABNEHHS NpeaukTopis
HECNPUATINBOIO pe3ynbTaTy 3axBOPHOBAHHS i CTBOPEHHA Ha OCHOBI iX aHanidy npOrHOCTUYHMUX
Mopenen.

BigsHayeHo, WO y TpPeTMHW nauieHTiB 3axBOPIOBaHHA MpOTiKae, SK npaBuno, ctabinbHo i mae
AoBposKicHMI NporHo3s. [poTe y Aesiknx XBopux, NepeBaxHO MOMOAO0ro BiKy, 6e3 6yab-akux KniHiYHMX
nposiBiB 3aXBOPHOBaHHA pantoBa cepueBa cmepTb (PCC) moxe OyTv nepwum i EAMHUM CMMNTOMOM
3axsoptoBaHHa [Bum J, Camm J, Davies MJ et al. The phenotype/genotype relation and the current
status of genetic screening in hypertrophic cardiomyopathy, Marfan syndrome, and the long QT
syndrome. Heart 1997. - 78:110-16].

Omxe, oaHiel0 3 HaWBaxXnUBILMX 3ajad, fdka CTOiTb nepe CyvyacHUMM KniHiUMCTOM nicns
piarHocTukn KMI, € npoBefeHHsa cTpaTudikauil pu3nky LbOro Cepro3HOro YycknagHeHHs. [lig
cTpaTuikauielo pusnky posyMitoTb BUAINEHHA KOMMNeKCcy dakTopiB, acouinoBaHuX 3 NigBULLEHOKD
BiporigHicTio po3BuTKy Byab-akux ycknagHeHb [Elliott P. Investigation and treatment of hypertrophic
cardiomyopathy. Clin Med. 2007. - 7(4):383-71].

Bigomuin cnocib nporHo3yBaHHS pe3ynbTaTy 3aXxBOPIOBAHHS Y XBOPMX MOXUIIOFO Ta CTapeyoro Biky
3 cepueBoto HegocTaTHicTo [nateHT PP Ne 2353933, ony6n. 27.04.2009 r.]. CyTb meToay nonsirae y
BM3HAYEHHI B CMPOBATLi KPOBi XBOPUX 3MICTY TKAHWHHOTO iHribiTOpa MaTpPUKCHUX meTanonpoTeiHas 1
Tuny (TIMM). Mpu ubomy npu BenuuuHi 3micty TIMIM 1 MeHw 710 Hr/MN NPOrHO3yTb CNPUATANBUN
pe3ynbTaT 3axBOPHOBaHHS, a Npu 3HadeHHi Ginbwe 710 Hr/MN NporHo3ywTb NeTanbHUiA pesynbTat
3aXBOPHOBaHHS NPOTArOM TPbOX MicsLliB.

Heponikom cnocoby € Te, WO BiH NpU3HavyeHnii Ansa ocié NoXMIoro i ctapeyvoro BiKy, He BpaxoBYye
nauienTis 3 F/KMIT, WwWo He A03BONSE KOMMNEKCHO OLiHUTK NporHo3 MKMI.

Hanbinbw 6nu3bkum Ta BMOpaHMM 3a MNpOTOTMN € CnoCi® NPOrHO3yBaHHS YCKMNagHEeHb i
netanbHOro pesynbTaTy Yy XBOPUX CEpPLEBOK HEeOOCTATHICTIO, B SKOMY XBOPOMY MO CTaHAAPTHIN
MeToauLi NPOBOASATb OOCNIMKEHHST exokapaiorpadii, BUMIpIOIOTb Ha BAMXY | BUAuXxy y dasy giactonm
po3mip niBoro nepeacepasa (PJIM) i po3mip KiHLEBOI AiacTonM NIBOro LWyHo4Ka, NOTiM AiNATb neplue
Ha gpyre, OTpPMMYKOTb MpeacepaHo-wnyHoykoBe BigHoweHHs (MLWB), nicns yoro 3a opwuriHanbHUM
MaTeMaTU4YHMM PIBHSAHHAM pO3PaxoBYlOTb NPOrHOCTUYHWMIA iHAekc (PP Ne2191544, ony6n.
27.10.2002).

Heponikn cnocoby noB's3aHi 3 TMM, WO BPaxoBYHTb TiflbkW MOKA3HMKU exokapgiorpadii, Wwo He
[03BONSIE KOMMNEKCHO OLiHUTK NnporHo3 MKMI.

B ocHoBY KopuCHOi Mogeni nocTaBneHo 3agadvy yoocKOHaNeHHs cnocoby BM3HAYeHHS MOXITMBOIO
nepebiry rinepTpodiyHOi KapaioMionaTii, B IkOMy 32 paxyHOK BUKOPUCTaHHS LOLATKOBUX MOKA3HWKIB,
AKi MalTb Hambinbw cunbHy Kopensudito 3 nporpecyBaHHaAM [KMII, pocaraetbcs MOXNMBICTb
BM3HaAYeHHs1 nepebiry 3axBoptoBaHHS.

MocTtaBneHa 3agaya BUMPIWYETbCS TUM, WO B C€Nocobi BM3HAYEHHS MOXITMBOro nepebiry
rinepTpodoivHOl KapAaiomMionaTii, SKMA 34IACHIOTL LWAAXOM MPOBEeAEeHHs exokapgiorpadii, 3rigHo 3
KOPMCHOK MOAENNo, BM3Ha4valTb TskkicTb CH(I-IVOK) 3a pe3ynbtatoM 6-TW XBUITMHHOTO TECTy, B
cupoBaTLi KpoBi BM3HavatoTb piBeHb anektuny-3 (Man-3) (B Hr/mn), 3a gaHuMmm exokapgiorpadoii
BM3HA4aloTb BenuuuHy cpakuii Bukmngy (PB) (B %), BeNMUMHY rpagieHTa TUCKY y BUXiQHOMY TpakTi
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nisoro wnyHo4yka) (Pgmax) (B MM pT. CT.), BENWYMHY Yacy i30BONEMIYHOro poacrabneHHs nisoro
wnyHodka (IVRT) (B Mc), po3paxoByloTb koedilieHTU perpecii, MOXnuBMn nepebir 3axBoproBaHHSA
BM3Ha4aloTb 3a (DOPMYIOH:

1
l+e
A€ 7z = 22,259 + X4 - (—2575) + X5 - 0,257 + X3 - (-0,332) + X4 - 0,092 + X5 - (—0,046)
Ae x,- CHno NYHA (I-IV ®K)
X, - Fan-3 (Hr/mn)

=

z

X3 - ©B (%)
X, - PGmax (mm pT. cT.)
xg - IVRT(mC).

22,259 - KoHcTaHTa; i npu 3HadeHHi P Oinbwe 0,5 - BM3HavalTb nporpecyyunin nepebir
3axXBOPIOBaHHS, Npu 3HadeHHi P meHwe 0,5 - cTabinbHuMin nepebir 3axBoptoBaHHS.

MopiBHANBHMI aHani3 ynbTpas3BYKOBUX MOKA3HMKIB JO3BONSAE 3pOOUTN BMCHOBOK, LLO Y XBOPUX 3
nporpecytoyoto  Tevieto KMl BigsHavaeTbcA 30iMblUEHHS 4acTOTU MOPYWEHb CTPYKTYPHO-
dyHKUiOHanbHUX nokasHukis JILL, Wwo ceigyaTb NpO TEHOEHUil0 OO PO3BMTKY AuNnATauii MOPOXHWH
cepus 3 HasiBHICTIO sBWW, OOCTpyKLUii, a TakoX cucTomiyHoi i, OinbLio Mipoto, AiacTonivyHol
ANCAYHKLUIT.

PerpecinHa mogenb nporHo3y nepebiry 3axBoptoBaHHS 3 BUKOPUCTAHHAM O3HakK, WO MakTb
HanbinblWw cunbHy kopensuito 3 nporpecyBaHHam [KMIT Bnpogosx 12+3 wmic. (piBeHb [an-3 B
cupoBaTui KpoBi B HI/Mn); TshkkicTb CH - ®K no NYHA; BennyuHa ®B B %; BennunHa PGmaxBT JIL B
MM pT.CT.; BenuuuHa IVRT B mc.) go3sonsie nporHodyBatu nepebir FTKMI1 3 touHicTio 90,8 %, wo
CMPUSIE BULINEHHIO IPYNn XBOPWX, LLO NOTPEOYOTL iIHTEHCMBHOMO CMOCTEPEXKEHHS.

OkKpiM KNiHiKO-aHAMHECTUYHUX | IHCTPYMEHTaNbHMX AaHUX, SIK NPEAUKTOPIB BUKOPUCTOBYHOTHCS
biomapkepu. OcTaHHIMM pokamun OTpuUMaHi AaHi NPO NPOrHOCTUYHI MOXNMBOCTI [anekTuHa-3 (Man-3).
["anekTuH-3 HanexuTb 0 CiMeCcTBa [3-ranakTosia-3B'a3youmx NpoTeiHiB.

Cnocib, Lo 3aABnSeTbCS, 34INCHIOITb TakMM YNHOM.

MpoBoaATb TeCT 6-XBUIMHHOI X04bbW, BU3Ha4YaloTh TsKKICTb CH, exokapgiorpadito Ha anapari
ynbTpa3BykoBOi AuarHocTukn Siemens Sonoline G40 (npoussoactBa Simens-HimewunHa) 3
BMKOPUCTaHHAM CTaHAapTHMX METOAMK CKaHyBaHHSA, gobose MoHiTopyBaHHs EKI 3a gonomoroto
anapaTtie INCART (YropwmHa). O6pobky paHux npoBOAATb 3a AONOMOrOK  MPOrpamHoOro
3abe3neveHHs CARDIOSPY (LabTechLtd.), i BuU3Ha4yeHHs1 koHUeHTpauii an-3 B cupoBaTLi KpoBi 3a
AONOMOrok iMyHodepMeHTHOro meToay nabopaTopHum Habopom dipmu eBioscience Anst KinbKiCHOToO
BU3Ha4YeHHs - Human Galectin-3 Platinum Elisa BMS279/4 / BMS279/4Ten.

MpoBoaATbE ynbTpasBykoBe AOCMIAXEHHS, BM3HaYalTb BenuuuHy dpakuii sukugy (®B) (B %),
BENUUYMHY rpagieHTa TUCKY Y BUXiQHOMY TpakTi niBoro wnyHouka) (Pgmax) (B MM pT.CT.), BEMUYUHY
yacy i3oBoniemiyHoro poscnabneHHs nisoro wnyHoyka (IVRT) (B mc).

[ns cTBOpeHHs nporHoctuyHoi Mogeni nporpecy KMIT 6ys Bukopuctanum meton 6GiHapHOi
NOriCTUYHOI perpecii 3 BUKOPUCTaAHHSAM NPYMYCOBOIO BKIIOYEHHS.

Y mogenb Oynu BKIIOYEHi yCi O3Haku, WO MawTb AOCTOBIPHY KOpensuito 3 Tunom nepebiry
3axBoptoBaHHA: Tskkictb CH(I-IVOK) (rs=0,342; P=0,003); piBeHb [an-3 (B Hr/mn) (rs=0,604;
P<0,001); BenuumHa ®B (B %)(rs=-0,338; P=0,003); BennunHa Pgmax (rpagieHT TUCKy y BUXiOHOMY
TpakTi niBoro wnyHovka) (B MM pT. cT.)(rs=0,424; P<0,001); BennuuHa IVRT(B mc) (4ac
i3oBOnemMiyHoro poscnabneHHs niBoro wnyHouka) (rs=-0,329; P=0,004). KoediuieHTn perpecii gns
LMX NoKa3HUKIB, NokasHWK Banbga Ta cTaTMcTMYHa 3HAYMMICTb MOKa3HWKIB NpeacTasBneHi B Tabn. 1.

3a UMMM JdaHuUMKM NiOCYMKOBE PIBHSHHA ONS BU3HayYeHHs Moxnwmeoro nepebiry TKMIM mae
HaCTYMHUA BUTNSA!

1

1+e”
Ae 7z =22,259 + X4 - (—2575) + X5 - 0,257 + X3 - (—0,332) + X4 - 0,092 + X5 - (—0,046)

P:

z
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Tabnuuga 1

IMoKka3HWKM perpeciiHoro piBHAHHA A51s BU3HA4YeHHst MoxxnmBoro nepediry MKMI

INokasHuK KoediuieHT perpecii| Noka3Hnk Banbga |PiBeHb 3HA4YMMOCTI
X1 - CH no NYHA(I-IV @K) -2,575 3,500 ,061
X, - [an-3 (Hr/mn) 0,257 10,631 ,001
X3 - B (%) -0,332 4,316 ,038
X4-PGmax (Mm pT.CT.) 0,092 7,866 ,005
Xs-IVRT (Mmc) -0,046 4,724 ,030
KoHcTaHTa 22,259 3,557 ,059

Mpwn 3Ha4veHHi P Ginblwe 0,5 - BU3Ha4atoTb Nporpecyrounii nepebir 3axBOproBaHHS, NPy 3Ha4YeHHi P
MeHbLe 0,5 - cTabinbHMIA nepebir 3axXxBoOptOBaHHS.

Byno BMBYEHO KNiHIKO-aHaMHECTMYHI Ta iHCTpyMeHTanbHi gadi y 90 nauienTis 3 FKMI, 3 skux 76
obcTexeHi NoBTOpHO 4Yepe3 12+3 mic. nikyBaHHA. Metoam obcTexeHHs - enekTpokapaiorpadis,
exokapgaiorpacis, fo6ose MoHiTopyBaHHs EKI™ i amicT Nan-3 B cnpoBatui KpoBi iMyHODEPMEHTHUM
METOAOM.

[MoBTOpHE BMBYEHHA JAHUX 3aranbHO-KMiHIYHMX Ta iIHCTPYMEHTANbHUX AOCNIMKEHb, @ TAKOX PiBHS
an-3 B cuposatui kposi xBopux 3 KMI yepes 1213 mic. nicns nepBUHHOrO ornsAy A03BONWUIO
BUOINWUTK OBI rpynu XBopux: 3i cTabinbHMM i nporpecytounm nepedirom 3axsoptoBaHHs. [porpecytoynia
nepebir FTKMIT yacTiwe cnocTepiraBcs npu ii 06CTPYKTMBHOMY BapiaHTi, Npy HasiBHOCTI cynyTHbOT IXC,
apTepianbHOi rinepTeHsii, NOCTINHOI chopmn ibpunalii nepeacepAb i BaXkux opMm cepueBoi
HeOoCTaTHOCTI.

3 [paHux iHCTpyMeHTanbHWX [ochnifpkeHb Hambinbw iHQopMaTUBHUMKU OynyM  MOKa3HUKM
exokappaiockonii, ki 4O3BONUNN BCTAHOBUTK, WO Npu nporpecytodomMy nepebiry NTKMI Big3HavaeTbes
PO3BUTOK CUCTOMIYHOI Ta AiaCcToNIYHOT AUCAYHKLT MIBOro LWyHOYKA.

OpHak Hambinbw 3Hadvywy kopensuito 3 nporpecytounm nepebirom KMl mano BuxigHe
36inblueHHs piBHA an-3, Wo cBig4YNTb NPO NPOrHOCTUYHE 3HAYEHHS BU3HAYEHHS OAaHOro nokasHuka y
xsopux 3 TKMI1. Y nigcymkoBy perpeciinHy mogenb nporHody nepebiry MKMIT ysidwnm TaxkicTb
cepLeBoi He4OCTATHOCTI, piBeHb [an-3, i NOKa3HMKN exoKapAiocKonii, WO XapakTepu3yTb CUCTOMIYHY
i giacToniyHy yHKLUii niBoro wnyHo4ka. EdekTuBHICTL 3anponoHOBaHOI Moaeni NporHo3y nepebiry
"KM cknana 90,8 %, Wo cBig4nTb NPO MOXIMMUBICTb i NPaKTUYHOIO 3aCTOCYBaHHS.

MoyaTkoBe nigBueHHA piBHA an-3 y xBopux TKMI1 acouiioBaHe 3 nporpecytoumM nepebirom
3aXBOPIOBaHHS, OLiHKa MOro PiBHSA B KOMMMEKCI 3 KNiHIKO-IHCTPYMEeHTanbHMMM NoKasH1kaMmn goLinsHa
Ansi NporHo3yBaHHsi nepebiry FKMI.

EdbekTMBHICTb BU3HAYEHHSI MOXIMBOroO nepebiry 3axBoploBaHHA AaHMM MeTOAOM NpeAcTaBreHa
B TabnN. 2.

Tabnuuga 2
EdekTnBHicTb BU3Ha4eHHs MoxxnmBoro nepebiry MKMI
Mepe6ir FKMTT, Lo crocTepiracTes ITIepe,qv6aquaHV|v| nepebir _ BigcoToK BipHUX
CrabinbHui Mporpecyoyunn
CtabinbHun 51 3 94,4 %
[Mporpecyoyuni 4 18 81,8 %
3aranbHa BiAcoTKoBa JoNs 90,8 %

Ak BMOHO, BIACOTOK NpaBwuibHO nepenbadyeHmx pesynbrtaTiB gocsarae 90,8 %, 3 GinbLuoto
BipOrigHICTIO MporHo3y cTabinbHoro nepebiry 3axBoptoBaHHSA (94,4 %). Mpu aHanisi koedilieHTiB
perpecii 3Beptae ysary, Wo koediuieHTn Taxkkocti CH, BennuuHn ®B i BenuuuHu IVRT matoTb
HeraTUBHE 3HAYeHHsl, TOOTO 3MEHLUEHHS LMX BENUYUH 30inbLlIye BiporigHicTb nporpecyBaHHs TKMI.
Taka 3anexHicTb Big TsxkkocTi CH cBigumnTb npo Te, wo npu nerkii CH 3 Bucokum pisHem Man-3 puauk
nporpecyBaHHs 30inbLUyeTbCs 3 BinbLIo Mipoto, YiuM npm GinbLl Baxkin CH y xBopmx 3 aHanoriyHnm
pisHem [ran-3.

TakvM YMHOM, 3anNpOMNOHOBaHWIA CMOCIO BUSIBMB, LLO NOYaTKOBE MiABULLIEHHS piBHA Man-3 y xBopux
KM acouinoBaHe 3 nporpecyrounm nepebirom 3axBOPHOBAHHS, OLiHKA MOro PiBHA B KOMIMEKCI 3
KNiHIKO-IHCTPYMEHTaNbHUMKN  MOKa3HMKaMU  JouinbHa Ansi  MporHo3yBaHHs  nepebiry  TKMI.
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®OPMYJIA KOPUCHOI MOJENI

Cnocib BM3HA4YeHHSA MOXITMBOrO nepebiry rinepTpodivHoi kapaiomionarii, KW 34INCHIOTb LUMSIXOM
npoBefeHHsA exokapaiorpadii, SkMi BiOPi3HAETbCA TUM, WO BM3Ha4vaTb TkkicTb CH(I-IVOK) 3a
pe3ynbTaTtoM 6-T! XBUIMHHOIO TECTY, B CMpOBAaTLi KPOBi BU3Ha4vatoTh piBeHb anektuny-3 (MFan-3) (B
Hr/MN), 3a AaHUMKU exokapgiorpadii BU3HayaloTb BenuumHy dpakuii Bukugy (PB) (B %), BenuumHy
rpagieHTa TUCKY Yy BUXIQHOMY TpakTi niBoro wnyHoyka) (Pgmax) (B MM pT. CT.), BEMMYUHY 4acy
i3oBonemMiyHoro poscnabneHHs nisoro wnyHodka (IVRT) (B MC), po3paxoBytoTb KoedilieHTn perpecir,
MOXNMBUN Nepebir 3axBOPIOBaHHS BU3HA4YaloTb 3a hOPMYIOH0:

P= L ,
l+e?
Ae z=22259 + X1 - (-2575) + X5 - 0,257 + X3 - (—<0,332) + X4 - 0,092 + X5 - (—-0,046) ,
Ae X;- CH no NYHA (I-IV ®K);

X5 - [an-3 (Hr/mn);

X3 - ®B (%);

X4 - PGmax (Mm pT. CT.);

X5 - IVRT(MC);

22,259 - KoHcTaHTa; i npu 3HayeHnHi P 6Ginbwe 0,5 - Bu3HavawTb nporpecylunii nepebir

3aXBOPIOBaHHS, Npu 3Ha4YeHHi P meHwe 0,5 - ctabinbHmn nepebir 3axBoptoBaHHS.

Komm’'toTepHa BepcTka A. KpyvxaHiBCbKMi

MiHicTepcTBO €KOHOMIYHOrO PO3BUTKY | TopriBMi Ykpainu, Byn. M. 'pyluescbkoro, 12/2, m. Kuis, 01008, YkpaiHa

0N “YkpaiHCbKWM iIHCTUTYT iHTenekTyanbHOI BnacHocTi”, Byn. [na3yHoBa, 1, M. Knis — 42, 01601



