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OBIIASA XAPAKTEPUCTUKA PABOTBI

AKTyaJILHOCTL HCCJICI0BaAHUA

B nocnennee aecsaTuierne 0TMEUaeTCs 3HAUMMbBIA POCT YUCIA 3apErMCTPUPOBAHHBIX CIy4acB
runeprpoduyeckori kapauomuonatuuu (I'KMII) y nereir. Yacrora cocraBmser 3-5:1000000 c
TEHJICHIIUEH K YBEIIMYEHHUIO, YTO CBS3aHO C YCOBEPIICHCTBOBAHWEM JMATHOCTUKH U JIOCTYITHBIM
MOJIEKYJIIPHO-TEHETUYECKUM, HWMMYHO(EPMEHTHBIM OOCIEIOBAaHUEM WIEHOB CEMEH, B KOTOPBIX
BoisBiieHb! ciydyan ['KMII. 3abGoneBanue mmeer kpaiiHe HEmpelcKazyeMoe TeYeHHEe, OCOOEHHO B
JETCKOM TOMYJISIUH, TaK KaK OTCYTCTBYIOT XapaKTepHble KIMHNYeckue nposisienus (JleonteeBa 1.B.
" coanT., 2020; IInmoraukosa 1.B. u coast., 2022; Pe3nuk E.B. u coasrt., 2023; Maron B.J. et al., 2016;
Iwai S., 2019). Bmuesamnas cepaeyHas CcMepTh cocTaBiseT 2-8% W 3aBUCHT OT YPOBHS
3IpaBOOXpPaHEHUsS B KOHKPETHOW cCTpaHe, 4yTo OOyciaBiIuMBaeT Oojiee paHHUE CPOKHU MPOBEICHUS
KOMIUIEKCHOTO KJIMHHUKO-JIa00paTOpHOTO, TEHETUYECKOTO, dXOKapAUOrpaduyecKoro o0cae0BaHus Yy
nereii ¢ TKMII (JleoutseBa U.B. u coasr., 2020, 2024; Lafreniere-Roula M. et al., 2019; Wang S. et
al., 2022; Yu W.C., 2024).

OcHoBHBIM MeTOosI0M nuarHocTuku ['KMII siBisiercss ynbTpa3ByKOBOE MCCIEAOBAHUE CEpLa
(JIeontseBa U.B., 2017; T'abpycenko C. A. u coasr., 2020; Gersh B.J. et al., 2020; Abou Alaiwi S. et
al., 2023; Flint G. et al.,, 2024). TpaguuHOHHO JUIS OLEHKHA CHCTOJHYECKOW (YHKIIMU JIEBOTO
KEITyI0UKa UCTOJIb3YIOTCS TTOKa3aTenu (ppakiuy BEIOpOCca U YKOPOUYEHHUSI, KOTOPBIE UTPAIOT 3aMETHYIO
POJIb B MPUHATHHU JUArHOCTHUYECKUX PELIEHUM, HO OCTAIOTCS 3aBUCUMBIMU OT KauecTBa U300paKeHUs
u reometpun jeBoro xeiaygouka (Orro K.M. u coast.,, 2019; PribakoBa M.K. u coaBt., 2023;
Armstrong W.F. et al., 2019; Klaeboe L.G. et al., 2019; Haland T.F. et al., 2020).

Cpeny HOBBIX METOJIOB BU3yallM3allUd KMHETHKH CepAlla HauOoJbllee pacpoCTpaHeHue B
KIIMHUYECKOW MpakTuke noiydnia TexHosorus 2D speckle tracking, mo3Bomsitomasi onpeaensTh
MOKa3aTea CHCTOJIMYECKON (YHKIMH JIEBOTO JKeNyJouyka — IJIOOAJbHYI0O M CErMEHTapHYIO
nedopmaruioo MHOKapaa (strain) m ee CKOpoCTh (strain rate) B MPOJOIBHOM, pagHaIbHOM H
UPKYJIIpHOM Hampasienusx (Amexun M.H., 2022; ITaBmokoBa E.H.u coast., 2021; Brady B. et
al., 2023; Gherbesi E. et al., 2024; Litti, R. et al., 2023; Voigt J.U. et al., 2015).

N3menenus nokaszatenet aedopmarmu Muokap/a jeoro xenynouka npu ['KMII B ocHoBHOM
W3YYeHBI Y B3pocioil koropTel mamueHtoB (Ajexun M.H., 2022; ITaBmiokoBa E.H. u coast., 2024;
Reant P. et al., 2016; Huang X. et al., 2018; Zegkos T. et al., 2018; Caseoso I. et al., 2023; Ferkh A. et
al, 2023; Korosoglou G. et al., 2023; Gjergjindreaj M. et al., 2024). B gerckoii mOMyasUu JaHHBIE
aCTIEKThI OCTAIOTCS M3ydeHHBIMU B MeHbInei crenenu (Levy P.T. et al., 2016, Mazurkiewicza L., et al.,
2017, Wang, S., 2022). B Ttoxe Bpems y aereit ¢ ['KMII nuarHoctuka m3meHeHui nedopManuu
MHUOKap/ia KaKk paHHEro Mapkepa HapyHIeHHH CUCTONNYECKOU (YHKIIMU JIEBOTO JKEeNMyJ0uKa SIBISIETCS
MPUOPUTETHON 3amauell Ha MyTH MNPOQPHUIAKTUKH >KU3HEYTPOKAIOMIUX COCTOSHHUM, BHE3amHOMN
CepJICUHON CMEPTU U pa3pabOTKU CTPATETUH CBOEBPEMEHHOU Tepanuu. MccnenoBanue 3THX BOIIPOCOB
SIBJISIETCS aKTyaJIbHBIM JUISL TEAMATPOB, JAETCKUX KapJAUOJOTrOB W Bpaded yIbTpa3BYKOBOMU

AUArHOCTUKH, YTO U NNOCITYKUJIO OCHOBOM IIJIst MPOBCACHUA JTaHHOM pa60TBI.
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CreneHn pa3p360TaHHOCTI/I TEMBbI

B uccnenoBanusx ObLIO MOKAa3aHO, YTO OKOJIO TPETH ManueHToB ¢ auarHozom ['KMII ne
MpeIbIBISUTH kano0. JKu3Heyrpokarone apuTMuH, IPUBOISIINE K BHE3AMHON CepJCUHON CMEPTH,
MOTJIM OBbITh TIEPBBIM M eAMHCTBeHHBIM TposiBieHuem ['KMIT (JleontheBa W.B., 2020, 2024; Gersh
B.J., 2020).

B xkauectBe 11a0OpaTOpHON NWMArHOCTUKU [UIA ONpEACTICHUS OWOXMMHYECKUX MapKepOB
nmwemMun 'y mnanveHtoB ¢ I'KMII B mnocnemHue pecATwieTHe MIHPOKO H3YYAIUCh MapKepbl
MOBPEXKJICHUS] MHOKapJa — CEpJAeYHbIE TPOIOHMHBI, Hamboyiee CHeNU(UIHBIMA CpeId KOTOPBIX
spisiorcst TpornoHuHsl |, T. (3amapaeBa /I.B., 2022). Iloka3aHo, 4TO cepAeyHblE€ TPOIOHHHBI
onpezenstorcs Ha no3aHux cragusx ['KMII, korjpa umemus npuoOperaeT HEOOpaTUMBIH XapakTep
(Clerico, A., 2022)

Ha pannux cragmax I'KMII y B3pocibIX NanueHTOB IMIMPOKO IPUMEHSETCS COBPEMEHHBIN
meton Busyanusanuu 2D speckle-tracking, koTopblii MO3BOJSET BBIABIATH MHOKAPAHAIBHYIO
mucpynkuuio (Anexun M.H. 2022).

B nerckoil momynsuuu BBHIY aHATOMO-()M3MOJIOTMUYECKHX OCOOEHHOCTEH NIETCKOTo cepiia
npumenenue merona 2D speckle-tracking siensietcs orpanuyeHbiM. VMeroTcsi eqMHUYHBIE PabOTHI
oneHku aeopmannu muokapaa JOK y nereit ¢ 'KMII. B KOTOpbIX TOBOPUTHCS, UTO MPH HOPMAJIbHBIX
IXOKapauorpauueckux TOKa3zaTelsax TJIoOaNbHOW cucTtoiandecko dyHkiuun JIK, oTmewaercs
CHW)KEHHE TIOKaszarejied cerMeHTapHoi nedopmarnuu. Hapymenuss cermeHTtapHod aedopmaru
Muokapaa JIXK koppenupoBaiu co CHIKEHHEM NMEPEHOCUMOCTH (HU3MUECKOW HArpy3Ku U ObLIN OoJiee
3aMETHBl Yy TIAIIMEHTOB C JKEIYJOYKOBOM apUTMUEW M BBIPAKEHHOW CTENEHBIO CEepPACYHOMN
nepocrarounoctd (Ganame J., 2007, Marshall M., 2024).

B ocHoBHOM wucciepyercs rioOanpHas IpojaoJibHAs —JepopManus MHUOKapAa JIEBOTO
xenynouka. PaguanbHas M UupKyiaspHas gedopMalvd M3y4eHbl B MEHBIIEH CTENEHHM BCIEACTBUE
MaJION TOJIIMHBI CTEHKHM MHOKapia (B cpegHeM 10 6 MM) M OOJBIIOrO KOJUYECTBA IOIY4aeMbIX
apredaxtoB (ITaBmoxoBa E.H. u coast., 2022, 2023; Li Y. et al., 2015; Cantinotti M. et al., 2018;
Levy P.T. et al., 2018; Khan U. et al., 2020; Cheng Z., 2023).

bonbmiolt uHTEpec mpeiacTaBiseT u3ydeHue aedopManuu Muokapaa B pexume 2D speckle
tracking y nereit ¢ ['KMII, Tak kak Mcrnoib30BaHHE JAaHHOTO METOJIA MO3BOJISET aJEKBAaTHO OLICHUTh
HE TOJBKO IOKa3aTeau TIJOOaJbHONW IPOJOIbHOM, pajuanbHOM, LUPKYIApHOH nedopmanuu, HO
cerMeHTapHOi AedopMaluy M BBIABUTH HapyIICHUs JIOKAJbHOW COKPAaTMMOCTH Ha paHHEH CTaauu
3a00JIeBaHMS.

Heas nccaenoBanus

YcoBepieHCTBOBaTh MeToAUKY oOcnenoBanus aereit ¢ [KMII ¢ onpenenenueM mokasareseit
negopMauu MUOKap/a JIEBOTO KENyJ0ouKa s ONTHUMH3AIMN paHHEH JMarHOCTUKH KapAuaibHBIX

HapyILIECHUN.

3agaum uccieI0BaAHUA

1. BrisiBUTH KIMHHKO-aHaMHecTHUeckue ocobenHoctu y netreit ¢ ['KMII B 3aBucumoctu

OT CTCIICHHU FHHCprO(I)I/II/I MHOKapJa JICBOI'O KCIIyJ04YKa.
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2. W3yunth XapakTep W3MEHEHHH JedopManuy MHOKapAa JIEBOTO JKEIyJIOoYKa B
COIIOCTABJICHUM CO CTENEHBIO CEpACYHOU HenocTaTtoyHoCTH y nereit ¢ ' KMIL

3. YCTaHOBUTh 3aBUCHUMOCTh MEKIY Truneprpodueil u HapymeHueM jaedopMaiiu
MHOKapa JIEBOTO keinyaouka y gereii ¢ 'KMII.

4. [IpoBecTn aHanmM3 B3aMMOCBS3M OWOXMMHYECKHMX MAapKEepOB HIIEMHUH MHOKap/a,
CepACYHON HEJOCTATOYHOCTH B CBHIBOPOTKE KPOBM M TOKazaTesiell negopmanuud MHOKapaa JIEBOTO
xenynouka y gereit ¢ 'KMILL

o. OnpenenuTh  XapakTep  B3aUMOCBS3M  MEXKIY  DIIEKTPOKAPAUOTpaPHuECKUMU

W3MEHEHUSAMH U MOKa3aTesIMU AeopMaliii MHOKap/a JIeBoro kenynouka y nereit ¢ ['KMIL.

Hayqﬂaﬂ HOBH3HA

Brnepsrie nokazano, uro y aereid ¢ 'KMII B 3aBUCUMOCTH OT CTETeHH TUIIEPTPOPHN MUOKApaa
JIEBOTO KeJTyJI0UKa Pa3/InyaliiCh BBIPAKEHHOCTh KIIMHUYECKHX CHMIITOMOB, BO3pacT Je0l0Ta U CTax
3a00JIeBaHMs, CEMENHBIN aHAMHES.

Brnepseie y nereit ¢ 'KMII npumeneH MyiabTH(GAKTOPHBIN MOAXOA K OLIEHKE KIMHUYECKOTO
3HAUeHUs TMOKaszaTrejel Kak TJI00aJbHOM, TaKk W CErMEHTApHOM MPOJOJIBbHON, paanaibHOMH,
HUPKYJASIpHOH JedopMalud MHUOKapJa JIEBOIO JKEIyJ04YKa B COINOCTABICHHU CO CTENEHBIO
runeprpodur M cepleYHOW HEeIOCTATOYHOCTH, YTO TI03BOJISET JUAarHOCTHPOBATh W3MEHEHUs
CUCTOJIMYECKOH (DYHKIIMH JIEBOTO JKEIYJ0UKa Ha paHHUX CTaAMSIX 3a00JI€BaHUS.

BrniepBbie mnpoaHaNM3UpOBaHBl KOPPESALHMOHHBIE B3aUMOCBSI3U MEXAY OHOXMMHYECKUMU
Mapkepamu wumeMun Muokapnaa (tpormonunsl [ u T, KOK-MB, JIJII', MuormobuH), XpoHUYECKOH
cepaneunoit  Hemoctatounoct (HYII  B-tuma), amektpokapauorpaduyueckuMu — MPU3HAKAMHU
runeprpodur M UIIEMUH MHOKapja, HapyIIEHUN MPOBOJUMOCTH M TOKa3aTeNlAMHU TJ00anbHON
nedopmalmu MUOKapaa JIeBoro xenynoudka y aereit ¢ ' KMIL.

B pabore u3yueHsl nokaszarenu riao0anbHON U CeTMEHTapHOU nedopmanuy MUOKap/ia JIEBOro
KEIyJouKa U UX CKOPOCTEH Yy 3J0OpOBBIX JIeT€l U NOAPOCTKOB B 3aBUCMMOCTH OT BO3pacra, KOTOpPbIE

OBUIH MCIOJIL30BAHbI B KAUECTBE HOPMATHUBHBIX B COIIOCTABJICHHUU C ITOKA3aTCIIsIMU Y z[eTeﬁ ¢ I'KMII.

Teopernyeckasi H NPaKTHYECKAsH 3HAYMMOCTb PadOThI

[lomydeHbl CTaTUCTUYECKM 3HAYMMBIE KOPPEJSIIMOHHBIE CBSI3M MEXKIY I10Ka3aTelsIMU
nepopmanuu W runepTpopuM  MHOKapia JIEBOrO  JKENyJI0YKa, CTENEeHbI0  CepAeyHOU
HEJI0OCTaTOYHOCTH u OMOXUMHUYECKUMU MapKepaMu UIIEMUU MHUOKapja,
ANIEKTPOKapIUOrpapuIecKuMy N3MEHEHUSIMHU.

ITony4eHHble pe3ynapTaThl UMEIOT BAKHOE 3HAYEHUE B JIETCKOM KApAUOJIOTMH U MEAUATPUU
JUIS BBISBJICHUS TPYIIIBI TOBBILIEHHOTO PHCKa BHE3anHOW cepaeuHoil cmeptH y aerer ¢ ['KMII ¢
LIEJIBIO MOCTIEAYIOLIEr0 PAHHETO HA3HAYEHUs KapIUOIIPOTEKTUBHOM TEPAIIHH.

W3yueHHble MOKa3zaTenu TI00aTbHOW M CerMeHTapHOM aedopmanuu MuOKapAa JIeBOTO
xenynouka y gereit ¢ I'KMII, a Ttaxke y 3I0pOBBIX JAeTeil M MOAPOCTKOB MOTYT OBITh
PEKOMEHIOBaHBI JJIs1 MPAKTHYECKOTo MPUMEHEHHS B HXOKapAHOTrpaguu JeTCKOTo BO3pacTa.

HpI/IMeHeHI/IC MNPpCAJIOKCHHBIX B pa60Te MPAKTUYCCKUX peKOMeH,Z[aLII/Iﬁ IIO3BOJIMT IIOBBICHUTH
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3¢ ¢deKTUBHOCT W HWHPOPMATHUBHOCTh Kapauojorndeckoro obOcnemoBanus gereir ¢ [KMII,
BBITIOJHAEMOTO KaK B paMKax [EePBUYHON JMAarHOCTHKU 3a00JieBaHUsA, TaK W B TIpoIecce

JMHAMHAYECKOr0 HAOIIONEHUA.

MeT010/10THSI 1 METOIbI HCCIETOBAHUS

[IpocrieKTUBHOE  OTKPBITOE  HEPAHJIOMHM3HUPOBAHHOE  KOHTPOJIMPYEMOE  HCCIIEIOBaHUE
IIPOBOJMIIOCH Ha 0a3e KapAHOJIOrMYECKOI0 OTJEJIEHUS HAyYHOTO OT/AENa KapIMOJIOTUH U apUTMOJIOTUN
O00CcO0IIEHHOTO CTPYKTYPHOTO Tpeanpustus «HCTUTYT TenuaTpuul M JAETCKOW XHPYpPTUU HUM.
akanemuka lO. E. Benprumesay ®I'AOY BO PHUMY um. H.U. IMuporoa Munsznpasa Poccuu ¢
2015 mo 2019 rr; B mepuoa c¢ 22.02. mo 13.07.2018 r. — Ha OGaze Ilemmarpmyeckoro otnaena
VYuuepcurerckoro Meauruuckoro Lleatpa Mapubopa, CnoBenus. B nccnenoBanue ObLTH BKIIIOUESHBI
128 nereit B Bo3pacte oT 7 10 17 1et, u3 Hux 61 peGeHOK ¢ paHee TUarHOCTUPOBAHHOW U T€HETUYECKU
noATBepkAeHHOM acummeTrpudHoit popmoit ['KMII, 67 310poBbIX feTeil KOHTpoJIbHO Tpymibl. Beem
JeTsiM ObLIO MPOBEJEHO KOMIUIEKCHOE KJIMHUKO-1a00paTOPHOE U MHCTPYMEHTAJIbHOE 00CIIeJOBaHHE.
Jlia ouleHKH Mokasareneil Aegopmanuy MUOKap/a JIEBOTO KEIyA04yKa MPUMEHSUICS YIbTPa3ByKOBON
meron Busyanmzanmu 2D speckle-tracking. Jlinst moaTBepxaeHHS TOCTOBEPHOCTH PE3yJIbTaTOB

HCII0JIb30BaHbl COBPEMECHHBIC METOIbI MaTeMaTHYeCKON CTaTHCTHKH.

OcHoBHbBIE MOJIO’KCHUSA, BLIHOCUMbBIC HA 3alIIUTY

1. Y ngereit ¢ 'KMII B 3aBucumoctd oOT creneHu rtuneptpodun muokapaa JDK
paznuyanach BIPaXKEHHOCTh KIMHUYECKUX CUMIITOMOB, BO3pacT Ae0I0Ta, CTaK 3a00JIeBaHuUs.

2. VYV nereit ¢ 'KMII u3menenust mokaszateneit nedopmaruu muokapaa JIXK nHaubonee
BBIP@)KEHBI MpU dKcTpeManbHOM creneHu runeprpodun ¢ OK |l cepaeyHoil HETOCTATOYHOCTH IO
CPaBHEHHIO CO CIA0OBBIPAKEHHOW W yMepeHHOH cremneHpto rumneptpoduu ¢ ®K 1 cepmeunoit
HEJ0CTaTOYHOCTH.

3. [Tokazarenn pedopmanmu mmokapaa JDK y nereit ¢ I'KMII sBnsrorcss Gosee
YyBCTBUTEJBLHBIMU B OLIeHKe cuctoauueckod ¢ynkuuun JDK mo cpaBHeHHMIO C TpagullMOHHBIMU
bpakiusaMu BbIOpOCa M YKOPOUEHHUS, B OIICHKE KapIUalIbHBIX HApPYIIEHUH [0 CPaBHEHHUIO C
OMOXMMHYECKUMH MapKepaMH UILIEMUU MHOKapJa B CBIBOPOTKE KPOBH, dIEKTPOKapaAHorpapuuecKkuMu
MpU3HAKaMU THIEPTPO(Uu, UILIEMUU MUOKapa.

4, Y nereit ¢ I'KMII usmenenus mnoxasareneit nedopmanmu muokapaa JDK moryr

CIIY’KUTh pAHHUMHU MapKepaMU HapyIIeHUs] CUCTOJINYECKON (DYHKIIHH.

Crenenb AOCTOBEPHOCTH pPE3yJbTAaTOB U anpoﬁaunﬂ pe3yJabTaToOB MCCIACA0OBAHUSA

I[OCTOBepHOCTB pPEe3YyJIbTAaTOB HpOBeHeHHOﬁ pa6OTBI NOATBCPIKAACTCA  NOCTATOYHBIM
KOJIHNYCCTBOM O6CJ'ICI[0B8.HHBIX I[eTefI, HCIIOJIb30BAHUEM COBPEMCHHLIX MCTOAWK HCCICAOBAHUA U
METOAO0B CTaTUCTUYECKOM 06pa60T1<1/1. HOHy‘-ICHHBIC BBIBOJIBI COOTBCTCTBYIOT HCJINM U 3aJavdaM
HUCCICOIOBAaHUA, UX 000CHOBAaHHOCTh MOATBCPIKAACTCA YCIICITHBIM HPUMCHCHUCM HaA IPAKTHUKE.

OCHOBHBIE ITOJIOKCHUS JOJIOKCHBI U O6CY)KI[CHLI Ha IV chpe3ae crnenuanucToB YHBTpaSBYKOBOﬁ

nuarHoctiku B Menuimue [IpuBomkckoro ®enepanbHoro okpyra (Yebokcapsl, okTsi6ps 2017); XVI
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Poccuiickom koHrpecce «/IlHHOBallMOHHBIE TEXHOJIOTUU B NEUATPUU U eTCKOM xupyprum» (Mocksa,
okTsiOpp  2017); wHayunoit  koHpepenumu Ilegmarpuueckoro otaena  YHUBEPCHUTETCKOTO
Memununckoro lleatpa Mapubopa (Cnosenus) (Mapubop, mapt 2018); VI che3ne crnenuamncTo
yIBTPa3BYKOBOU nuarHoctuku B menuiimHe FOra Poccun (I'enenmkuk, oktsaops 2018); LXI Mrorosoit
HayyHOU KoH(epeHIuU MoJobIX yueHblx MI'MCY um. A.W. EpnokumoBa (Mocksa, ampens 2019);
IX cwesne Poccuiickoii —accouuanuy — CIEUUANIMCTOB  YIbTPAa3BYKOBOM  JHMAarHOCTUKU B
meaunrHe(Mocksa, HOsi0pp 2023); Xl Bceepoccuniickuit Konrpece «Jlerckas kapauosorus 2024
(Mocksa, nexabps 2024).

BHe}IpeHI/Ie PE3YJbTATOB UCCJICA0BAHUA B IIPAKTUKY

Pesynbrarhl muccepTaliMOHHONW pabOThl BHEAPEHBI B KIMHUYECKYIO MPAKTHKY JIETCKOTO
KapIMOJIOTUYECKOTO OTICJICHHS], KOHCYIbTaTUBHO-IMarHOCTUYECKOTO OTACIICHHUS, IIEHTPA HApYIICHUI
CEpJIEYHOTO pUTMA, OTAeNeHus QyHKIMoHaIbHOHM U mydeBoi nuarHoctrku OCIT HUKU neauatpuun u
nerckor xupypruu um. akagemuka FO.E. Benprumesa ®I'AOY BO PHUMY wum. H.U. Iluporosa
MunzapaBa Poccun, B mpakTHUecKyr0 paboTy MeauaTpUUeCKOro M JUAarHOCTHYECKOTO OTICICHHI
Kmuankn YauBepcurerckoro Menunuackoro Llentpa Mapu6opa (CrioBenus).

Pe3ynbrarel quccepTalimoHHON pabOThl MCHOIb3YIOTCS B Y4eOHOM Ipoliecce Ui CTYIACHTOB,
KIIMHUYECKUX OPJIMHATOPOB B HAYYHOM OTJENE NEeTCKOM KapauoJsioruu u aputmoniornn OCIT HUKU
neauaTpuu M aerckor xupypruu uMm. akagemuka lO.E. Benptumesa ®I'AOY BO PHUMY um. H.N.
I[IuporoBa Mun3apaBa Poccun; Ha 1UKIaX TEMAaTUYECKOTO  YCOBEPIICHCTBOBAHUS IO
aXoKapauorpaduu JETCKOTO Bo3pacTa Ha Kadenpe aydeBOr TUarHOCTHKU JeTCKoro Bo3pacta PI'BOY
JIIO «Poccuiickass METUIIMHCKAs aKaJeMHUs HEMPEPBHIBHOTO MPo(ecCHOHAILHOTO 00pa30BaHUs»
MunszapaBa Poccun; Ha mporpammax 00pa3oBaTeNIbHBIX AJIEKTHBHBIX KYpCOB MEAMATPHUYECKOrO U
Jy4eBOr0 OTHAENOB YHHBepcuTeTcKoro Memunuuckoro Ilentpa Mapubopa, Crnosenust (Univerza v
Mariboru, Slovenija).

CooTBeTcTBME JHCCEPTAIMH MACTIOPTY HAYYHOH CHIEUATBHOCTH

Hayunble monokeHust AuiccepTalliii COOTBETCTBYIOT IMACHOpPTaM HAYYHBIX CHEIHAIbHOCTEMH:
3.1.21. Ilemunatpus, a umenno n. Ne 1, 3, 5 macnopra HayyHO#l cneuuanbHocTH; 3.1.25. JlyueBas

JMArHOCTHKA (MEIUIIMHCKUE HAYKH), @ UMeHHO 1. Ne 1, 2, 3 macrnopra Hay4yHO# CHEeHalbHOCTH.

JInuHbIi BKJIAJ aBTOPA

ABTOpOM IIOATOTOBJICH 0630p JaHHBIX, OHY6J'II/IKOB21HHLIX B OTCUYCCTBCHHEBIX U Sap}/'6e)KHLIX
MCIHUIMHCKHUX HU3JaHUAX 110 TEMEC HCCICIOBAaHUA, C(I)OpMyJIHpOBaHBI Oocin MW 3agadu pa6OTLI,
pa3pa60TaH JU3aliH HMCCIEI0BaHMS. ABTOp JIMYHO TIpUHHUMAJI Y4YaCTUC B O6CJ'I€I[OB8.HI/II/I ;[eTeﬁ,
BKJIIOUCHHBIX B HACTOAIICC UCCICA0OBAHNUC. ABTOpOM cocTaBlIeHa 0a3a JAaHHBIX MMAIIUCHTOB, IIPOBCICHA
X aHAJIUTHUYCCKasa H CTaTUCTHYCCKas 06pa60T1<a, Hay‘-IHBIﬁ aHaJlIu3 H 0606H_ICHI/IC MOJIYYCHHBIX

pE3yiIbTaATOB, C(bOpMyJIHpOBaHBI BBIBOJIbI U JAaHBI MIPAKTUYCCKUC PCKOMCH JallhU.
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[yoankanun

[To mMatepuanam auccepranuu omyonukoBaHo 28 paboT, B ToMm ymcie 9 craTeil B KypHaIax,
COOTBETCTBYIOILIUX KPUTEPHUSIM U NEPEUYHIO PELIEH3UPYEMbIX HAy4YHBIX M3JaHUH, PEKOMEHJOBAHHBIX
BAK P® (7 B xypHanax, BXOJAIIMX B MEXIyHapoAHble pedepaTuBHbIE 0a3bl JaHHBIX U CHUCTEMBbI
mutHpoBanus Scopus w/mimm  Web of Science), 2 craTbm B €BPONEWCKOM aHTJIOSI3BIYHOM
MEXAYHApOAHOM XKYypHaje. 15 Te3ucos.

[Tonyueno 2 narenra P® na uzoOperenus. «Croco0 paHHEH AMAarHOCTUKU MHOKApAUAIbHOU
mCcHYHKIMK Y AeTel Mpu WAMONATHYeCKOW runeprpodudeckoi kapauomuonatum» (Ne 2613085 ot
15.03.2017); «Cnoco06 paHHEWH [WAarHOCTUKM MHOKapAWaIbHOW JUCHYHKIMM Yy JeTedl Ipu

uavonaTuyeckon runeprpopuyeckoi kapauomuonatun» (Ne 2631641 ot 25.09.2017).

CTpykTypa u 00beM AuccepTaunu

Huccepranus m3noxeHa Ha 151 crpaHuiiax MammHONUCHOTO TekcTa. COCTOUT W3 BBEICHMS,
0030pa JHUTEpPATyphl, TIaBbl C KIMHAYECKOW XapaKTEPUCTUKON MAIMEHTOB M OMHUCAHWEM METOJIOB
WCCTEOBaHUs, TJIaBbl C OINHCAHHEM PE3YJIbTaTOB COOCTBEHHBIX WCCIICIOBAHUM, 3aKIIIOUCHUS,
BBIBOJIOB, MPAKTUYECKUX PEKOMEH/ AN, IPUIIOKEHHS U CITUCKA JINTEPATYPhl. TEKCT MILTIOCTPUPOBAH
50 Tabmunamu u 13 pucynkamu. bubnuorpaduueckuit ykazarenb coaepkutr 183 wucTouHHKa

JIUTEPATYPHI, B TOM 4Kcie 71 oTedecTBEHHBIX U 112 MHOCTpaHHBIX aBTOPOB.

OBHIEE COAEP KAHUE PABOTbI
Martepuajibl 1 METObI HCCJIEI0BAHMS

KoroprHoe, = mpoCHneKTHMBHOE,  OTKPBITOE€  HEPAaHAOMHU3UPOBAHHOE  KOHTPOJIMPYEMOE
KIIMHUYECKOE HCCIIEI0BaHUE BHITIOJIHSIOCH Ha 0a3e KapIMOJIOTHYECKOTO OT/EICHUS (3aB. OTJCIICHUEM
— k.M.H. .M. MukomnieBu4) HayqHOTO OT/ela KapAUOJIOTHH U apUTMOJIOTHUH (3aB. OTAEIOM — JI.M.H.,
npodeccop U.A. KosaneB) OCII HUKU nemmarpum u nerckoit xupypruum um. akaaemuka FO.E.
Benptumesa ®I'AOY BO PHUMY um. H.U. ITuporoBa MunsapaBa Poccun (aupexkrop — A.M.H.,
npodeccop HA.A. Mopozos) ¢ 2015 nmo 2019 rr. B mepuon ¢ 22.02. mo 13.07.2018 r. — Ha Oa3se
[lennatpuyeckoro otaena YHuBepcurerckoro MeaunuHckoro Ilentpa Mapubopa, CroBeHus.
HccnenoBanue nmpoBeneHO B COOTBETCTBUU C XEIbCHHKCKOM JAeKIapanuend, 0100peH0 KOMUTETOM I10
ouomemuimackoit atuke npu PHUMY um. H.U. ITluporoBa MunsmpaBa Poccuu (3acemanme ot
30.10.2015 r). MudopmupoBaHHOE coriacue MoJIyuyeHo OT BCeX POAUTENEH aeTei.

B pabote oGcnenoBanbl 128 aereil U moapOCTKOB B Bo3pacte oT 7 10 17 neT, KoTopble ObLIH
pa3zesieHbl Ha OCHOBHYIO M KOHTPOJIBHYIO Tpymiibl. OCHOBHYIO IPYIIy COCTaBWIX 61 ManueHT ¢ paHee
JMAarHOCTUPOBAHHOM M T€HETHYEeCKH MOATBEepkJIeHHOH acummerpuuyHoit ¢opmoit I'KMII (menuana
Bo3pacTa 12 net, BepXHUil KBapTWiIb — 7,6 JIET, HKHUN KBapTUIIb — 13,2 J1eT), KOHTPOJIbHYIO TPYIIITY —

67 310pOBBIX JIeTel U MOAPOCTKOB (cpenuuii Bo3zpact 11,4+0,12 net) (Pucynok 1).



[ 128 oOcnenoBaHHbBIX JeTel B Bo3pacTe oT 7 A0 17 et ]

I[CTI/I C YCTaHOBJICHHI)IM JOINAarHo3omM
TKMIT, n=61

v

l

[ 3nopoBeIe eTH, N=67 ]

)
fl MOJIrpyIma, n:45\ / 2 noarpynmna, n=16 \

Jletn ¢ 0O6CTPYKTUBHOMN

MHOKapza oT 2-

K >.782 j K Goree 47

Hetn ¢ .
. dopmoii (0OcTpyKLIMS Ha
HEO0OCTPYKTUBHOMN
OBHE BBIXO/IHOTO TPAKTa C
bopmoit TKMII, ¢ P AHOTO TP
. rpaauenToM gasneHus 30-50
runeprpodueit

MM PT.CT), C TUnepTpouei

MHOKap/Ja JIE€BOro XEJIyaodKa

/

' ¥

— Kimnanko-anaMHecTHUECKOE 00CIIeI0BaHNUE;
koHTpoJib A/l u UCC;

— JJabopaTopHoe 00cJieoBaHue (TPONOHUHBI | 1
T, KOK-MB, JIII', muorsiaooun, HYII B-tuna);
—OKI B 12 otBemenusax u OKI' BEICOKOTrO
paspeleHus;

— cyrouHoe MmoHuTopupoBanue IKI" o Xonrepy;
— YIbTpPa3BYKOBOE HCCJEIOBaHUE cepAala 1o
CTaHJIaPTHOW METOJMKE C OLICHKOW Jedopmaiuu
Muokapga B pexume 2D speckle tracking ¢

nakeTroM nporpamm COR

Pucynoxk 1 — /Iu3aiin uccienoBanus

v

— Knnnuko-anaMHecTruaeckoe
ob6cnenoBanue; kKouTposb A/l u UCC;
—OKTI B 12 otBemenusax u OKI'
BBICOKOTO pa3peleHusi;

— cyrou”Hoe MmoHuTopupoBanue IKI' no
Xourepy;

— YIbTPa3BYKOBOE HCCIIEJOBAHHE
cep/ua o CTaHAapTHONW METOJIUKE C
OILICHKOM JeopMaliiu MHUOKap/a B
pexxume 2D speckle tracking ¢ makerom

nporpamm COR

OcHoBHas rpyiia Obu1a noapasaciicHa Ha ABC NOATPYIIIBL: II€PBasd IMOArpYyIIia, n=45 — JC€THU C

HeoOcTpykTuBHOM (popmoit 'KMII, ¢ runeprpodueir muokapaa ot 2-5,78Z; Bropas noarpynmna, n=16

— J1eTH ¢ OOCTpYKTHBHOM (opMoil (0OCTpyKIMsS Ha YpPOBHE BBIXOJHOTO TpakTa C TIpajue€HTOM

nasnenus 30-50 MM pr.cT), ¢ runepTpoduel MHOKapaa JIeBOro xeiynouka 6osuee 4Z. OOcTpyKius

ONpCACiIAIaCh Ha YPOBHE BBIXOAHOTO TPAKTa JICBOTO KEIIYAOYKA C I'PAAUCHTOM JaBJICHUA 30-50 Mmm

PT. CT. KaK B I[IOKOC, TaK U IIPU HAIPY30UHOM TCCTC.

K kputepusm BKIIOUEHHUS B OCHOBHYIO TPYIITY OTHOCHIIUCH: 1€TH OT 7 10 17 et 060uX MoJIoB ¢

BIICPBLIC UJIU PAHCC YCTAHOBJIICHHBIM I'CHCTUYUCCKU IMOATBCPKACHHBIM JUAIHO30M: FI/IHeprO(I)I/I‘{eCKaH
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KapIMOMHOTIATHSA, TIPU KOTOPOI OTMeUaslach TUIIEPTPO sl CETMEHTOB MUOKap/1a JIEBOTO KEIyA04Ka B
nepepacyeTe Ha OTHOCHUTEJBHBIC CIMHHUIBI CTAHJAPTHOTO OTKJIOHCHMs B momyisiuuu (Z-score>2);
MOJANMUCAHHOE WH(POPMHPOBAHHOE COTJIACHE pOAMTENEH, B TOM 4YHCIE Ha MPOBEACHUE
JMarHOCTHYECKOTO YIIbTPa3ByYKOBOTO MCCIIEIOBAHUS CEp/lla; YMCTBEHHAA M (PU3UUECKasi CIOCOOHOCTh
MAIMEHTOB K YYaCTHUIO B HUCCIIEI0OBAaHUMU.

B kpurtepumn uckiroueHHs BXOAMJIM: BO3pacT muaame 3 yieT u crapuie 18 jer; BpoKJIeHHbIE
MOPOKH cepla B aHamHe3e, rumneprpodus MHOKapra Ha (OHE UIMTENBHO CYHIECTBYIOMIEH
apTepuanbHO TunepreH3uu; BropuuHbie ¢opmbl ['KMII Ha ¢QoHEe TeHeTHUeCKHMX CHHAPOMOB
(MyKoImoJIMcaxapua03, MyKOJIUIHI03, TIIMKOTE€HO3, 00s1e3Hb [laHOH), HEKOMIAKTHBIM MUOKap/l JIEBOTO
KEJTyI04Ka; CHOPTCMEHBI, UMEIOILIUE CTaX 3aHATHI CIOPTOM HE MEHee 4-X JIeT, ¢ HHTEHCUBHOCTBIO
TPEHUPOBOK OoJiee 3 4acoB B JIEHb, HE pexe 3 pa3 B HEAENI0, C TUArHOCTUPOBAHHOW MO JIaHHBIM
sxoKkapauorpaduu runeprpoduell MUOKapJa JIEBOrO Kellylouka; 4acTo OoJieloliue JAeTH; AETU C
JUINTENbHBIMHU >kKajlo0aMu Ha HapylIeHHE HOCOBOIO JbIXaHMS Pa3IMYHOMN 3THOJIOTUH (aJIepruyecKuit
pUHUT, TUNEepTpodUs aJCHOUIIOB, HCKPHUBJICHHE HOCOBOM TIEPETOPOJKH); JIE€TH C OTCYTCTBHEM
COLIMAJILHOW aJjanTallly U C MICUXO0JOTHYECKUMHU NMOBEACHUYECKUMU OCOOCHHOCTSIMHU.

['pynny koHTpods coctaBuiaM 67 3M0pOBBIX AETed C OTCYTCTBHEM 3a00JIeBaHMM cepAeyHO-
COCYTUCTON cHCTeMbI, 3a00J€BaHMII BUPYCHOTO TEHe3a 3a IMOCJIeIHHEe 3 MecsAla K MOMEHTY
UCCIIEIOBaHUS, 3aHATHH MPO(ecCHOHAIBHBIM CIIOPTOM.

Bcem gersM mpoBOIMIIOCH KOMIUIEKCHOE KIMHUKO-Ta0OpaTOPHOE W HHCTPYMEHTAIbHOE
obOcnenoBanue, BKIOUaroniee (U3MKaIbHBI OCMOTp, KOHTPOJbL aprepuanbHoro nasieHus u UCC,
TeCT ¢ 6-TH MUHYTHOM XOAbpOOM, OOImMIMK aHaIW3 KPOBH M MOYH, OMOXMMHYECKHI aHAIN3 KPOBU C
omnpeneaeHueM MapkepoB umemun Muokapaa (tpomonuHsl I u T, KOK-MB, JIAI, muornobun) u
cepaeunoii Hepocrarounoctu (HYII B-tuma), DKI' B 12 otBemenusx, DKI' BBICOKOro pasperieHus,
cyrounoe MmouutopupoBanue IKI o Xoisrepy, yIbTpa3ByKOBOE HCCIEA0BAHUE CEPLIa.

VYapTpa3ByKOBOE MCCIIEIOBAHNUE CEP/Illa BHIMOMHIM Ha anmapare Toshiba Artida ¢upmer Canon
(Slmonwust) MO cTaHIAPTHON METOJMKE C UCIIOJIb30BAHUEM MATPUYHOIO JAaTYHKA C JAUAla30HOM YacTOT
4-6 Ml ¢ ompeneneHueM IOKazaTene ¢pakmuu BbiOpoca mo Meronay CumrmcoHa u (ppakiuu
YKOpPOYEHHUS JIeBOro kenmynouka. Onenky aegopmarnuu npousBoawin of-line B pexxume 2D speckle
tracking B 12 cermeHTax 0a3aJbHOTO U CPEAMHHOTO OTIEJIOB JIEBOTO OKEIyA0YKa, B
CyOPHIOKapAUalIbHBIX U CYOINMHKapIUANbHBIX CHOSIX MHUOKapaa. Jlig wu3MepeHusl MPOJOJbHOU
negopMaiuu, ee CKOPOCTH HCIOJb30Balld amuKaldbHbIE IBYX- TPEX-U YEThIPEXKaMEpHbIE MO3UIUH,
JUIS OLIEHKU paIualibHON U HUPKYISIPHON AeopMaliiy U UX CKOPOCTEH MPUMEHSIIN TapacTepHAIbHbIC
MO3UIMU TI0O KOPOTKOM OCH JIeBOTO KENyl04YKa Ha YpPOBHE CTBOPOK M MAMWJUIAPHBIX MBIIII
MUTPAJILHOTO KJamaHa. BeKTOpHBIN aHalW3 HHTErPaJbHBIX KPUBBIX MPOBOJIWICS MPOTPaMMHBIM
obecneuenrneM COR B aBTOMaTHYECKOM M MOJTYyaBTOMATHUYECKOM PEKHUMAX B TPEX CEPICUHBIX LUKIIAX
C TMIOJIYYEHHEM CPEHETrO PE3yibTaTa.

CraTucTuyeckuii aHajau3 BBIMONHSUIA B MPOTPaMMHOM cpee CTaTUCTHMYECKOro Momaynas R —
Bepcus 3.6.3 (Oxknana, HoBas 3enannus) B unterpamuu SPSS Statistics 21.0 (SPSS, Chicago, USA).
B pabore mnpuUMeHSIHMCh TapaMeTpUYecKHe | HelmapaMeTpudecKhue METOJbl, AUCIIEPCHOHHBIH,

KOppeJ]HI_II/IOHHHﬁ aHaJu3. I[J'ISI OCHOBHOM IpYIIbI TUNOTE3a O TayCCOBCKOM pacCIIpCACICHUN 110
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kpurepusim  Koamoropoa — CmupnoBa B ¢opme Jlummmedopca (Lilliefors) u lanupo — Yunka
(Shapiro — Wilk) Obuta otBepruyra. Jlisi KOHTPOJBHON TPYMINBI THUIOTE3a O TayCCOBCKOM
pacnpeieneHur  (HOPMajlbHOM  pacHpe/ielieHMH TpH3HAKa) 10 TEM JKE€ KpUTepHsM Obuia
noaTBepKaAeHa. Bo Bcex mporeaypax CTaTUCTUYECKOTO aHAIN3a KPUTHYSCKUN YPOBEHb 3HAYUMOCTH P
npunumanu < 0,05 (Jlanr T.A., 2016).

Pe3y.m,TaT1>1 HCCJICA0OBAHUA U UX 06cy>lc)1e}me

Hcxons w3 meneit uccneqoBaHus, Mbl OIEHWIU TeHAEepHble ocobeHHocTn neredt ¢ ['KMIL.
Cpenn manueHToB OCHOBHOHM rpymmbl Obuio 14 (23%) neBouexk u 47 (77%) MalbyMKOB, 4YTO
CBUJETEIBCTBOBANIO O Mpeobdnagannu ManbuukoB npu 'KMII u coBnasano ¢ JaHHBIMH JIMTEPATypbl
(Maron, B.J., 2018) (Ta6mawuma 1).

Tabmuma 1 — Pacnpenenenue aereit ¢ 'KMII mo oty u Bo3pacty (n=61), n (%)

Manbuuku JleBouku
I'KMII
7-11 ner 12-17 net 7-11 ner 12-17 ner
[MepBas moarpymma (n=45) 14 (31) 19 (42) 7 (16) 5(11)
Bropast moarpymmna (n=16) 6 (38) 6 (38) 1 (6) 3(19)

MBI  OUEHWJIW JUTUTENFHOCTh TEYEHHUS 3a00JIeBaHMS M BO3PACT TMOSBICHHS MEPBBIX
KIIMHAYECKUX cUMNTOMOB. {151 netTeit 6e3 mpu3HakoB 0OCTPYKITMU BhIXOAHOTO TpakTa JIK, a Takke ¢
YMEpPEHHOH U cl1a00BBIPAKEHHON cTereHs My runepTpoduu Muokapaa JIDK Obu1o xapakTepHO mo3Hee
Hayayo (crapme 7 JIeT) U KOPOTKui cTaxk 3aboneBanust (Menee 5 jyer) (p< 0,05). [yns HuX ocoboe
3HAaYCHUE MMeJIa PaHHSs JUAarHOCTHKA W TOCIeayomas Npo(uIakTuKa HApyIIeHHH COKPATHTEIbHON
¢bynkumun muokapaa JDK ¢ menplo mpodWIaKTUKK PAa3BUTUS KH3HEYTPOXKAOIIUX apUTMUN |

BHE3aIHOH cepaeuHoit cmeptu (Tabmwmma 2).

Tabnuma 2 — [le6rot u ctax 3aboneBanus y aeteit ¢ [KMII (n=61), n (%)

[TepBas noarpymmna n=45 Bropas noarpynna n=16
JebroT 3a00eBanus (JieT)
o 7 5(11,1) 16 (100) *
7-12 34 (75,6) -
13-17 6 (13,3) -
Crax 3a0oneBaHus (J€T)
Ho 1 6 (13,3) -
o 5 39 (86,7) * 1(6,3)
Bonee 5 - 15 (93,7)

[Tpumeuanue: * — cTaTUCTUUECKU 3HAUMMBIE pa3IMuus MKy rpynmnamu npu p< 0,05
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JanbHeilee ucciaeqoBaHUE BKIOYATIO B ceOs cOOp kano® M MX CPaBHUTEIBHYIO OLEHKY

Mmexay noarpynmnamu (Tabmuna 3).

Tabnuua 3 — Xapakrepuctuka xano6 y aereit ¢ [KMII (n=61), n (%)

KanoOsr IlepBas nmoarpymmna, Bropas noarpynmna, p
n=45 n=16

CHWKEHHE TOJIEPAHTHOCTH K 39 (86,6) 16 (100) 0,410

(busnyecKoit Harpys3ke

Oppimrka npu (GU3NIECKOI Harpy3Ke 38 (84,4) 16 (100) 0,421

I"osoBHBIE OOMH 17 (37,7) 8 (50,0) 0,470

OipIlKa B TIOKOE 5(11,1) 12 (75,0) * 0,0068

3arpyauHHbIe 00JH 5(11,1) 12 (75,0) * 0,0068

["0710BOKpY)KEHHSI, CBSI3aHHBIE C 5(11,1) 12 (75,0) * 0,0068

KOPOHAPHOM HEI0CTATOYHOCTHIO

CyOBbEeKTHBHOE OIIYIICHHE aPUTMUN 2 (4,4) 12 (75,0) * 0,006

[IpencuHKOMAIBHBIE COCTOSHUS 2 (4,4) 4 (25,0) * 0,0285

[Ipumeuanue: * — cTaTUCTUYECKH 3HAYMMBIC pa3Iudus Mexay rpynnamu mpu p<0,05

VY nereii ¢ HeoOCTpYKTHUBHON (hopmMoil Tpu c1abOBBIpAKEHHOW M YMEPEHHOW TUIepTpodun
3HQUMUMO PEXKE IO CPaBHEHHUIO C JETbMH C OOCTPYKIIMEH W DOKCTpEeMajabHOW THmepTpodueit
BCTpEUaJINCh OJBIIIKA B TIOKOE, 3arpyJuHHBIE 00U, TOJIOBOKPY>KEHUS, CBS3aHHBIE C KOPOHApPHOMU
HEJ0CTaTOYHOCTBIO, CYOBEKTUBHOE OLIYIIIEHUE apUTMHH, TPEICHHKONAIbHbBIE COCTOSHHUSL.

I[To pesyapraTaM Tecta ¢ O-TH MHUHYTHOM X0Jab0OW ObUTa BBINIOJIHEHA OIIEHKA
(GYHKIIMOHAIBHOIO Kjacca cepAeuHor HegpoctatouHocTH mo knaccudukanuu NYHA (New York Heart

Association) (Ta6nura 4).

Tabnuna 4 — Crenens cepaeynoit HepoctatouHoctH y aereit ¢ TKMII (n=61), n (%)

OyHKIMOHAIBHBIN KJ1acc [IepBas noarpynna, n=45 Bropas noarpymnmna, n=16
OK I 40 (88,9) * -
OK II 5(11,1) 16 (100) **

[Ipumedanue: * — CTAaTUCTUYECKU 3HAUUMBIE PA3IMUM MEXAY KilaccaMu; ** — cTaTUCTUYECKU
3HaYMMBbIE pa3nuyus Mexay rpynnamu, p<0,05

VY GonbnHCcTBA Aeteit (86,6%) ¢ HeoOcTpykTHBHOM Gopmoit 'KMII npu cnaboBbipakeHHOMN U
ymepeHHoOU creneHsx runeprpoduu ompenensics OK 1 (88,9%) cepneunoit HeIOCTaTOYHOCTH, Y
11,1% nerelt ¢ skcTpeMasibHOM rumepTpoguelr M y Bcex jAerell ¢ OOCTpYKTHBHOH (opmoit
3a0oyeBaHMs M OKCTpeManbHOM runeprpodueir muokapaa JDK ormeuancas ®PK II cepaeunoit
HE/IOCTaTOYHOCTH. Y BceX OOCIIeOBaHHBIX JeTell CeMeWHbIM aHamMHe3 ObLI OTAroueH (pa3auuus
cratucTueck He 3HaunMbl) o ' KMII, aprepuansHoii runepTeH3nu, HileMuyeckoi 60JIe3HU cepala,

uHpapKTy MUOKap/a.
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by npoananu3upoBanbl 1aHHble ceMeliHoro anamHesa aeteit ¢ ['KMII (Tabnuna 5).

Tabnuua 5 — Ctpykrypa cemeitHoro anamuesa y aereit ¢ [KMIIT (n=61), n (%)

Ho3zonorus [TepBast noarpynna, n=45 Bropas noarpymnmna, n=16
T'KMII 39 (86,6) 12 (75,0)
AT 36 (80,0) 14 (87,5)
NBC 29 (64,4) 15 (93,8)
BHe3amnast cepieuHas CMepTh 24 (53,3) 9(56,3) *
nm 18 (40,0) 11 (68,8)
III1C 17 (37,7) 7 (43,8)
Pannsis cmepts (10 40 ser) 14 (31,1) 8 (50,0) *
XITH 7 (15,5) 6 (37,5)
BIIC 5(11,1) 2 (12,5)
CaxapHbIit Tuader 5(11,1) 4 (25,0)
Osxupenue 4 (8,8) 9 (56,3) *

[Ipumeuanue: * — craTUCTUYECKH 3HAYMMBIC Pa3Idrs Mexay rpymnmamu mpu p< 0,05

YacroTa BHE3AIMHOW CEpACYHON CMEPTH, PAHHEW CMEPTHU U OKUPEHUS Y POJICTBEHHUKOB ACTEH
¢ oOctpykTuBHOW (dopmoi 3abosieBaHUS M IKCTpeMalibHOW Tumeptpodueii muokapaa JDK Obura
CTaTHUCTUYECKH 3HAYMMO BBIIIE 110 CPABHEHUIO C HEOOCTPYKTUBHOM (POpMOM MpH c1abOBBIpAXKEHHON U
YMEpPEHHOU TUIepTpouu.

B uccnegyemyto Koropry, corjiacHoO IpOTOKOJIY MCCIeI0BaHus, BOIIUIM €T, HaOII0AaBIINeCs
B UHctutyTe BenbTuiesa ¢ noATBEpKAECHHBIM renetrndecku nuarno3om ['KMII u umeronue myranuu

T'€HOB, KOJMPYIOIIUX CUHTE3 OCJIKOB capKoMepHOro koMruiekca (Tabmuma 6).

Tabmuna 6 — IIpencTaBieHHOCTh TEHOB CAPKOMEPHOTO KOMILIEKCA, BOBJICYCHHBIX B IMAaTOJOTHYCCKHUIA
npouecc y aereir ¢ [KMII (n=61), n (%), p>0,05

I'eHBI CAPKOMEPHOIO KOMILIEKCA [TepBas moarpymmna N=45 | Bropas noarpymmna n=16
MYBPC 3 42 (93,3) 11 (68,6)

MYH 7 3(6,7) 2 (12,5)
CoueTaHHbIC MyTallUU - 3(18,9)

bonpmmHcTBO neTeit umenu ceMeiiHble reHeTnueckue Gopmbl ['KMII, myranun «de novo»
(DNM) 6bu1m y 6 (13,3%) neteit ¢ HeOOCTpYKTHBHOM (hopMOit Mpu cabOBBIPAKEHHOW U YMEPEHHOM
runeprpoduu. HecMotps Ha enunblid reneTnueckuit cyoctpatr I'KMII y OosibIIMHCTBA HCCIEAyeMbIX
JeTed, OTMevanach Pa3HOCTh (DEHOTUIIMUECKOTO MPOSBICHUS 3a00JE€BaHUS OT CJIA0O0BBIPAXKEHHBIX
KJIMHUYECKUX TPOSBICHUM, Oe3 MPU3HAKOB CEpACYHOM HEIOCTaTOYHOCTH A0 SPKO BBIPAKEHHBIX
KJIIMHUYECKUX IIPOSIBICHUN U IIPU3HAKOB CEPACYHOU HETOCTATOUYHOCTH.

CornacHo MOJIy4eHHBIM JaHHBIM y JIeTell ¢ HeOOCTPYKTHUBHOU (hOpMOM IpH C1a00BBIPAKEHHOM
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U YMEpEHHOW THIEpTPO(UU TaKHe COMYTCTBYIOUIUE 3a00JieBaHHs KaK OXHpPEHHE, BTOPHUYHBIN
THIIOTHPE03 Ha (OHE AyTOUMMYHHOT'O THPEOUINTA, MOJIJIMHO3, AJUIEPTUUECKUN IEPMATUT BCTPEUYATUCH
CTaTUCTHYECKH 3HAYUMO pexe, 4YeM Yy JeTreid ¢ oOCTpykTuBHOW (opmoil 3aboneBanus U
SKCTpeManbHOM runeprpodueit muokapaa JDK. B To ke BpeMsi paccTpoiicTBa BEreTaTUBHOW HEPBHOU
CHCTEMBI JUAarHOCTUPOBAIHNCH CTATUCTHYECKH 3HAYMMO 4Yalle y AeTell ¢ HeOOCTPYKTHBHOU (GopMOit
MU CIIa00BBIPAKEHHONW M YMEPEHHOU TUIIEPTPODUH.

OsxupeHue cpeau COMyTCTBYIOUIMX 3a00JIEBAaHUM CTATUCTUYECKU 3HAYMMO 4Yallleé BCTPEYanoch
y Aered BTOpoi noArpynisl. MOKHO NpeanoaokuTh, YTO 3HAUUTEIbHOE YBEIMYEHHUE IOCTHATPY3KU U
HEHPOSHAOKPUHHAS aKTHUBAllMUg MOTYT JONOJHUTEIBHO YBEIMYUTh Maccy JEBOTO JKEIyJouKa U
HEOJIaroNnpusATHO BIUATh Ha KIMHUYECKUE MPOSBIEHUS 3a00JIeBaHUS W HA CTENEHb BBIPA)KEHHOCTU
obctpykiuu y nereit ¢ ['KMIL.

Crnenyromum 3TanoM SIBUJIOCH M3y4eHHE IOKa3zaTesneil rinodanpHOM nedopmanuu Muokapia
neBoro xenynouka (Tabmuua 7).

Tabnuna 7 — INokaszarenu riodanpHO# nedopmannu muokapaa JIXK y 3mopossix aereii (N=67), M+SD,

Me, (min-max)

Hetu 7-11 net (n=30) Hertu 12-17 ner (n=37)
[Tokazarenu - -
M+SD Me min-max M+SD Me min-max
[IpononwsHas -23,7+2,7*
-20,7+£2,2 -21,4 -19,7 -26,5 -22,4 | -19,4-29,4
nepopmarnus, % *p=0,0001
CkopocTh
IIPOJIOJILHOM -0,71+0,14 -0,72 -0,69-0,73 -0,74+0,19 -0,75 | -0,68-0,77
nedopmaru, ¢t
33,945,6 36,1+11,0
PagnanpHas
**p=0,0001 31,9 22-34 **p=0,0001 32,4 20,4-42,2
nedopmarus, %
***p=0,003 ***p=0,019
2,35+0,35 *
CkopocTb 2,18+0,12
*p=0,014
paarabHOM **p=0,0001 2,15 1,08-2,24 2,64 1,09-2,69
dhopmaruu ¢t | **%¥p=0.0001 *p=0,0001
(] y VY,
AEROP P #%n=0,0001
HupkynspHas -30,4+2,4 -30,9+7,2
-31 -21,3-32,8 -33 -20,4-39,1
nedopmarus, % *#p=0,0001 *#p=0,0001
CkopocTb -1,54+0,33 *
-1,4+0,13
HUPKYISIPHOU -1,43 -0,74-1,81 *p=0,032 -1,69 -0,74-1,98
1 **p=0,0001
nedopmaruy, ¢ *#p=0,0001

[Ipumeuanue: *- CTATUCTHUECKH 3HAYUMbIC pa3inyMsg MEXIY Tpymnmamu; ** - CTaTHCTUYECKU
3HaYMMBbIE pa3IMuusg IO CPaBHEHHMIO C MPOJOJIBbHON Jeopmanmeil W CKOPOCTBIO MPOJOIbHOM
neopmanuu B rpymme; *** - cTaTUCTUYECKU 3HAYMMBIE PA3IMYMs [0 CPABHEHUIO C LUPKYISPHON
nedopmarmeil 1 CKOpOCThIO UPKYISAPHOI nedopmanuu B rpymme, p<0,05
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B nporuecce uccienoBanusi ObLJIO YCTAHOBJICHO, YTO Y 3J0POBBIX MOAPOCTKOB 12-17 ner mo
CpaBHEHHIO C AeTbMHU 7-11 JeT oTMeuaeTcs CTaTUCTHYECKH 3HAaYUMOeE IpeobianaHue riodaabHON U
CEeTMEHTapHOW MPOJIOJILHON AeopMaIyiv, CKOPOCTH PaIHalbHON W IUPKYISIPHON TIIOOATBEHOW U
CerMeHTapHOH edopMaIii MHOKap/ia JIEBOTO KEITyI0UKa.

JUis OLIEHKM KHHETHKU CcepAla IOCIOHHO ObUIM TOCTPOEHBl T'MCTOIPaMMbl IUIOTHOCTH
pacripeniesieHusi 3Ha4eHUH jaedopManmii  CyOdHIIOKapAHaIbHOTO M CYOSIHKApIUabHOTO CJIOEB

muokapaa (Pucynox 2).

391100

S0P xg5unr S50p  -374484* £ 50p
g g g
) 2-40p S
i 2 4679
03 = -42161 &
-8.' B -209+56 '9'-30 i ‘8- 30k
< ]

g g
ul 50} 5 0F
: : :
510 Q 2 ok
3 s-10F g
3 2 e
c 0 i &0 .

(yfanpokapmuanhni — Cybanakapmeanchot =T 0 CyGanpoxkapauancbit  CyBannkapamnantHei

I i (y6anpokapguanbhbid  CyB3nukapguanbHbiiA noit cnoil
o oM

Pucynok 2 — l'mctorpammbl pacmpeneneHWs 3HAYEHUW TMoOKa3arejed riao00aibHbIX TMPOIOJIBHOM,
paaMambHOM M LMPKYISApHON nedopManuil CyOdHIOKapIUANIbHBIX, CYOSMUKApIUAIBHBIX CJIOEB
MHOKapa y 340pOBbIX JETEH

[Ipumeuanue: * — craTucTryecku 3HaUMMbIe pasauans npu p<0,05

VY 370poBBIX A€Te W MOJPOCTKOB HAOIIOAAIMCh CTATUCTUYECKU 3HAuMMble 0ojiee BBICOKHE
nokaszatenu aedopmanuu B Cy03HI0KapAMaIbHOM CJI0€ [0 CPAaBHEHUIO C CYO3NMKapIUAIbHBIM CI0EM
MHOKap/a, 4To, MO-BUAUMOMY, CBS3aHO C OCOOCHHOCTSIMM KHMHETMKM cepjua (ABMKEHHE MHOKapaa
HAuMHaeTcs B CYOIHAOKAapIUAIbHBIX CIOSX M MOCTYNATEeNbHO 3aBEpLIACTCS B CyOANMKAPAUAIbHBIX).
IIpu nucnepcuoOHHOM aHanM3e ObUIO BBISBICHO YBEJIMYEHHE AUCHEpcUur c Bo3pactoM. Hambonee
OJIHOPOJIHOE paclpesielieHue B JAMana3oHax JOBEPUTENIbHBIX HWHTEPBAJIOB OTMEYAIOCh IPU OLICHKE
ry00anbHOM pasuanbHON AedopMalii MUOKapAa, a TaKkKe CKOPOCTU LUPKYJSAPHOH fedopmanuu.

Jlnist BBISIBJICHUSI paHHUX HapyLIeHUH cokpaTtuTenbHo ¢yHkiuu y neteit ¢ 'KMII mbl onienniu
MOKa3aTeNu ro0aabHON CHCTOMMYECKON GyHKIMHU JieBOro xenynouka (PucyHok 3, Tabnuma 8).

@pakiuy BEIOpOCA U YKOPOUEHHS JIEBOTO KelyAouka ObLIM HM)KE HOPMATUBHBIX 3HAYeHUH y 5
(11,1%) nmereit 63 oOCTPYKIMH, HO C SKCTpEMalIbHOMN runeprpodueit u y Bcex NalueHTOB BO BTOPOI
MOATPYIIIE, YTO SBUIIOCH CTATUCTUUYECKU 3HAYUMBIM paznuuuem (p=0,0001).

[Toxa3zaTenu rno0aibHON MPOIOIBHON IeOpPMALIUU U €€ CKOPOCTH ObUIN CHUXKEHBI BCIIEACTBUE
HapyLIEHUs] COKPATUMOCTHU TUIEPTPO(PHUPOBAHHBIX CETMEHTOB MHOKapjaa B o0euX rpymmax y Bcex
naiueHToB. CHIDKeHHE TN00albHOW paavaibHOM W LUPKYISApHOH aedopMmalvu, HUX CKOpOCTei

Ha0JI0/1aI0Ch Y BCeX JieTel Bo BTOpoit moArpymme u 'y 39 (86,6%) nanueHToB nepBOi HOATrPYIIIIHI.
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Pucynok 3 — YacroTa m3MeHeHU# Mokaszareieil rinoOasbHOM CHUCTONMYECKON (PYHKUIUHU Yy JeTei ¢

I'KMII

[Ipumeuanue: * — craTucTuuecku 3HaUMMBbIe pazauans npu p<0,05

Tabmuma 8 — [TokazaTenu TI00aIbHON CUCTOIMYECKON (DYHKITMHU JIEBOTO Xemymouka y aeteit ¢ [KMII
(n=61), Me [Q25; Q75], (min-max), 3aauenue p, mo Mann-Whitney, U Test

[epBas moarpymma, (N=45)

Bropas noarpynma, (n=16)

[TokazaTenu Me [Q25; Q75] min-max Me [Q25; Q75] min-max
IposonbHas nedopmarts, %o -10,44* [-10; -16] |-9,33-18,4| -8,24[-5;-10] |-0,49- 14,42
CKOpOCTh ITPOOTIBLHOM

nedopmarn, ¢’ -10,44* [-10; -16] |-0,46 - 0,66 |-0,35 [-0,32; -0,49] | -0,22 - 0,61
Panuanpuas nedopmartus, % -0,61* [-0,50; -0,63] | 8,44 - 39,6 13,42 [9; -15] 0,89-18,1
CkopocTb paanaibHOU

nedopmarn, ¢’ 19,14* [18; 32] 0,82-2,77| 0,87[0,86;0,98] | 0,65-1,02
Hupxynsapras gepopmanms, % 1,02*[0,99;1,89] | -8,9-335 | -12,29[-7;-12] |-0,69- 16,2
CkopocTh HMPKYJISAPHOU

nedopmar, ¢! -18,11* [-15;-28] | -0,12-1,4 |-0,48[-0,42; -0,63]| -0,32-0,71
Ppaxuus ykopoueHus, %o -0,56* [-0,49; -1,01] 26 - 36 22 [21; 24] 20 - 26
Dpaxius BhIOpOCa, %o 30* [27; 32] 58 - 68 52 [50; 54] 48 - 58

[Tpumeuanue: * — cTaTUCTUYECKU 3HAUYUMBIE pazanuus npu p<0,05
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[Ipu ananuze rtnoGanpHON nedopMaAMM OTMEYAIOCh CTATUCTHYECKH 3HAYMMOE OTIHYHE
nokaszaTenieil qeopManuy U X CKOpOCTeH y JeTel B IepBOi MOATPYIIE 10 CPAaBHEHHIO CO BTOPOH.
CreneHb CHIDKEHHUS TOKazaTened aedopmanuu BO BTOpOW moArpymnmne Obuia Oojee BBIpaXeHa 10
CPaBHEHHMIO CO CTEINEHBbIO CHIDKEHHs (pakuuii BhIOpOCa M YKOPOUEHHs JIEBOTO KemyAodka. bbum
BBISIBJICHBI CTATHCTUYECKU 3HAYMMBIE OTIIMYHS TIOKa3aTeNleil mpoIoapHOH 1eopMaliii U €€ CKOPOCTH
BO BCEX MCCIIEyEMbIX CErMEHTAX B IIEPBOM MOATPYIIIE IO CPAaBHEHUIO CO BTOPOI.

[IpoBenen ananmu3 nedopmanuy B KKIOM HCCIeqyeMoM cerMeHTe. OTMedasoch CHIDKEHHE
MIPOJIOJILHOM JlepopMaliui B TEpeJHE-U HUKHE-IIEPErOopOJOUHBIX, MEPEAHMUX, NepeaHe-00KOBBIX
CerMEHTax y JeTel B epBOM MOArpyNIe NpHU KOMIEHCATOPHOM YBETMUEHUH 3HAUECHUH JeopMaliiy B
KOHTpaJlaTepaJbHbIX CErMEHTaX (HWKHE-OOKOBBIX U HIKHUX). B aHaIOrMYHBIX cerMeHTax y AeTel BO
BTOPOM MOATPYMIE OMNPEAENAIOCh CTATUCTUYECKH 3HAYMMOE CHUKEHHE AepopMalluu, MpU 3TOM B
KOHTpaJlaTepaJbHBIX CETMEHTaX ObLJI0O MEHee BBIPAXEHHOE KOMIIEHCATOPHOE YyBEIUYEHHE
negopMmanuy, a TakkKe pe3Koe CHIKEHHE MUHUMAJIbHBIX 3HAaU€HUH TIoKa3aTesel AegopMarui.

[Ipn aHanu3e cerMeHTapHON paavadbHOW U LUPKYISAPHOW Jeopmariuii ObLIO BBISBICHO
CTaTUCTUYECKH 3HAYMMOeE MpeoliasaHue moka3aTeneil BO BCeX CerMeHTax, KpoMe IepeiHe-00KOBbIX,
B IEPBOM MOATPYIIE MO CpaBHEHHIO co BTOpoil. OTMeuanoch CHIWXKEHUE aedopMaiuil B nepeaHe-u
HUKHE-TIEPErOPOJOYHbIX, IEPEIHUX, IepeIHe-00KOBBIX CErMEHTaX, HO MEHee BBIPRKEHHOE IO
CPaBHEHMIO C TIOKa3aTeNsIMU IPOJIOJIbHON JedopManui, KOMIEHCATOPHOE YBEJIWYEHHE 3HAYEHUI
nedopmaluy B KOHTpadaTepaabHbIX CerMeHTax (HMKHE-00KOBBIX U HUKHUX).

OlneHka n1uarpaMm pasmaxa 3Ha4eHUH CErMEHTapHOU MPOJA0JIbHON, paualibHOW U IUPKYISPHOU
nedopmaruu CyO03HIOKApAUAIBHOTO U CYOSNHMKapAHAIBHOTO CJI0eB MUoKapaa y nered ¢ 'KMII
nokazana 0Ooyiee BBICOKHE 3HAYCHMsI B CYOPHIOKapAUAIbHOM CIIO€ MHOKAapAa IO CPaBHEHUIO C
CyO3IUKapIUaIbHBIM CJIOEM, YTO, [0-BUJIUMOMY, CBSI3aHO C YKOPOYEHHUEM CyO3HIOKApAMAIbHBIX U
OJIHOBPEMEHHBIM pAaCTSXKEHMEM CYOdIUKapAuaiIbHbIX BOJIOKOH, B pPE3YyJlbTaTe YEro CTeleHb
nedopManuu yBeIMUMBACTCS 10 HAIPABICHUIO K CyO3HIOKApAy, M, KaK CJIeJICTBHE, 00Jiee BBICOKHE
3Ha4YeHHUs1 HaOII01a0TCsl B CyORHI0Kap/ie 110 CPAaBHEHUIO C CyORNUKAPAOM.

IIpu ouieHKe CKOPOCTH CErMEHTapHOM pajualbHON JeopMaluy ONpeaesaoch CTAaTUCTUYECKH
3HaYMMoO€ IpeodiasaHue MoKa3aTeneld BO BCEX CErMEHTaX, KpOMe HHUKHe-OOKOBBIX, a MpPH aHAJIU3e
CKOpPOCTH LIMPKYJISIpHOM Jepopmaniun — B mepeiHe-1eperopogoyHblX, nepeIHe-00KOBbIX U MEePeTHUX
B IIEPBOM MOATPYIIIE O CPAaBHEHUIO CO BTOPOH. BbIIO BBISBICHO CHMXKEHUE CKOPOCTHU Jedopmanuil B
nepeHe-eperopo0yHbIX, MEepPeIHUX, MepeIHe-00KOBbIX CErMEHTaX, HO MEHee BBIPRXEHHOE I10
CPAaBHEHHMIO C IIOKa3aTeIsIMH CKOPOCTH MpPOAOJBHOW JedopMmalvy, a Takke KOMIIEHCATOPHOE
yBEJIMUEHUE 3HAYeHUH CKOpPOCTH JedopMalii B KOHTpaJaTepaJbHbIX CErMEHTaX (HWKHE-OOKOBBIX U
HIDKHUX), YTO MOJKET CBUJETENHCTBOBATh O 0oJjiee CTaOMJIBHOM XapakTepe M3MEHEHUH CKOpocTei
CerMEHTAapHOM pajivanbHON U MUPKYISAPHOH edopMaluy.

JlanpbHeWIMM 3TanoM Hameil paboThl SBWIOCH H3y4€HUE THUIEPTpoPUU MU ee CBS3U C
nokaszaTensiMu JieopMallMd MUOKapAa JeBOro kemynodka. [Ipu aHamuze mokaszaresnell TOIIUHBI
CEerMEHTOB MHOKapa JIEBOTO >KEIy/J04Ka B CHUCTOJY M JHACTOJIy B 3aBUCUMOCTH OT BO3pacTa ObLIH
MOJIy4eHbl CTATUCTMYECKH 3HAUYMMBbIe OTIMuUus y Jereil ¢ obcrpyktuBHOU (opmoit ['KMII no

CPaBHEHHMIO C HEOOCTPYKTHUBHON (OpMOH. DTO CBHAETENHCTBOBANIO O MPEOOIagaHUH CTETeH!
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runepTpoduu npu oOCTPYKTUBHOM (hopMe IO CPaBHEHUIO C HEOOCTPYKTHBHOU (popmMoii 3a00seBaHusl.
[Tpu sTOoM HamOOJIBIIME 3HAYCHHUS MOKAa3aTeNed TOJIIMHBI MHOKapjAa KoJeOaluch B TpeAeiax B
cucrony 46-53 MM u auactony 45-50 mm (6,02-6,13 Z) y nereii ¢ o6cTpykTuBHOUM hopmoit [KMIL.
[Tpu HEoOCTpYKTHBHOM (opMe mpeodiagana ymMepeHHas crerneHb runeptpoduu muokapna (3-4 Z)
neBoro xenynaouka (75,6%) mo cpaBHeHHIO co ciaboBbipakeHHoOU (2-3 Z) cremenpio (13,3%) wu
skcTpemanbHOi crenenbto (11,1%). DkerpeManbHas creneHb runeprpodun Muokapaa (6onee 4 Z)
HaOJIr0/1aIach y BCEX JIETEH BO BTOPOIA MOATPYIIIIE.

luneprpodus muokapma B 100% cirydaeB y neteit oOeux rpynmn HaOMOalachk B TEPEIHHX,
HepeHe-U  HIDKHE-TIePEropoJIOYHBIX 0a3abHBIX M CPEIMHHBIX CETMEHTaX JICBOTO IKEIyI04Ka.
I'uneptpodusi HWKHUX W CPEMHHBIX CErMEHTOB, HIDKHE-OOKOBBIX 0a3ajbHBIX W CPEAMHHBIX
cermeHTOB (4% u 4%; 7% u 11% CcOOTBETCTBEHHO) MHOKap/ia JIEBOTO EIyJouKa y JeTel MepBOu
MOJITPYIIBI BCTPEYAIach CTATUCTHYESCKU 3HAYMMO PEeKe MO CPABHEHUIO CO BTOPOi moarpymmoi (63%
u 88%; 100% u 100% cootBercTBeHHO, p<0,05).

[To pe3ynpraTaM aHajdM3a B3aWMOCBS3M TOJINMHBI MHOKapJa M TOKaszaTenei aedopmaiuu
MHOKap/Ja ObUT MOCTPOCH TPEXMEPHBIN rpadMK 3aBUCHMOCTH JeOpMaIlMd MHOKAp/Aa OT TOJIIHHBI

MHOKap/ia Ha MPOTSHKEHUHU OJIHOTO cepedHoro ukia (Pucynok 4).

Ipoaobran gedopmamus

Pagnanbras Jeopmanns
Bpeys Tomuma

Aedoprramnst

Aedopanmmn

Iupxyspras feopmanms

Bpems Tommma

Tedopramms

Pucynox 4 — 3aBHUCHMOCTb IPOIOJILHON, paAuaibHOMN, HUPKYIApHON AedopMalii MHOKapAa JEBOTO

JKCIIyAO4YKa OT TOJIIWMHBI MUOKAapAa Ha IMPOTAKCHUU OJHOTO CEPACYHOTO IIUKIIA

YcranosiieHo, uro y nereit ¢ 'KMII npu yBennueHnn TOJIIMHBI MUOKap/a JIEBOTO JKEIyAOUYKa
6onee 2,487 oTMeHaeTCsl CHIKEHHME MpPOAOJIbHOM JedopMali HU)KE HOPMATUBHBIX 3HAYEHUM,

HapacTaHWE paJAMaIbHONM W OTCYTCTBHE H3MEHEHUH UUPKynsapHOW aedopmanuil. Jlanpheiimee
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CHIDKCHHE paJuaibHOW JedopManuu HAOMOAAaeTcs MpH TOJIMIMHE MHUOKapaa Oonee 4,247,
IUPKYIApHOU nedopmanuu — 6ornee 3,16Z. B3aumocBs3p rumeprpoduu MuUoOKapaa M MpPOJOIBHON
nedopmanuu uMeeT 0OpaTHYIO JTMHEHHYIO 3aBUCUMOCTb: Y€M MEHBIIIE TIOKa3aTenu aedopMalu, TeM
Oonplie TONMIMHA MHUOKapaa. PamuanmbHas neopmanusi NpH yBEIMYCHHH TOJIIIMHBI MHOKapAa
CHayaJla MMEET TEHJCHIMIO K KOMIIEHCATOPHOMY HAapacTaHWIO, 3aTeM MNpPU YBEIWYCHUU TOJIIIHHEI
Muokapa oonee 4,247 CHMKaeTCsl HU)KE HOPMATUBHBIX 3HaueHul. [{upkynsprHas nedopmarnmst Takxke,
KaK ¥ IPOJI0JIbHAS UMEET OOpaTHYIO JTMHEWHYIO 3aBUCHMOCTbD, HO C 0OJiee TUTEIbHBIM COXPaHEHUEM
HOPMAJIbHBIX 3HAYCHHUI TTPU HAPACTAaHWUU TUIIEPTPOPUN MHOKAP/A.

Crnenyromeit 3amadedt Hamield paloOThl  SIBUWIOCH HCCIIEIOBAHWE B3aMMOCBSI3U  MEXKIY
OMOXMMHUYECKUMH MapKepaMH HIIEMUHU, CEPJICYHON HEIOCTATOYHOCTH U JedopMaireil Muokapaa y
nereit ¢ KMII. [Ipu OnoXxuMuuecKOoM HCCIIEIOBAHMH CHIBOPOTKH KPOBH OTMEYAIOCH YBEITUYCHUE
YpOBHS OMOXMMHMUYECKUX MapKepoB HIIeMUU Muokapja (Muoriaoduna, JI/II', KOK-MB, tpononunos [
u T) u xponndeckoii cepaeunoit Henocrarounoctu (HYII B-tumna) Beimie pedepeHTHBIX 3HAYCHUH Y
nereil Bo BTopoil moxrpymme. [lomydeHHBIE MOKa3aTely CTaTUCTHYECKH 3HAYMMO OTIUYAINCh OT
AQHAJIOTMYHBIX TIOKa3aTellel y MalleHTOB TIEPBOM IO ITPYITITHI.

AHanmu3 B3aWMOCBS3M MEXKIy Tapamerpamu TyoOanbHOW Aedopmamuy MuOKapaa U
OMOXMMHWYCCKUMH MapKepaMH HWIIEMHH MHOKapJa ¥ XPOHHYECKOW CepaeYHON HEeIOCTaTOYHOCTH
MOoKasajl, 4To y JeTeld BO BTOPOW MOATPYIIE ObUIM BBISBICHBI CTATHCTHUYECKH 3HAYMMBIC CPEIHUC
oOpaTHbIE CBA3U MEX]y MPOA0ILHON, paluaibHON U HUPKYIAPHON AepopMalisiMi MHOKap/a JI€BOro
xenynouka u tpormonunamu 1 (r=-0,67; -0,59; -0,62) u T (r=-0,62; -0,60; -0,61) CBIBOPOTKH KPOBH.
Otmeuanach cpefHsisi oOpaTHasl CBSI3b MEXKIY MpPOJOJbHON nedopmanyeldl U MeHee BbIpaKCHHbBIE
yYMEpEHHBIC 00paTHBIC CBSI3M MEXKy PaHalbHOM U MUPKY/IspHO# nedopmanueii 1 KPK-MB (r=-0,62;
-0,48; -0,49). HaOmromanuch yMepeHHbIC OOpaTHBIE CBSI3M BCEX IapamMeTpoB AedopMaiuu ¢
MUOTJIOOMHOM M cialbeie oOpartHbie cBsizu ¢ JIAI. AHanoruusele KOpPpENsSLMOHHBIE CBS3H ObUIN
MOJIyYEHBI NP OLIEHKE CKOpOcTell nedopMaliuy MUOKap/ia JEBOTO KEITyI0uKa.

Kpome Toro, y naHHOl KOTrOpTHl MalMEHTOB ObLIa YCTAHOBJIEHA CTATUCTUYECKH 3HAYMMas
cuibHas oOpaTHas CBsi3b Mexay (pakiueit ykopouenus JIK m tponmonunom I (r=-0,75), cpemmss
cBs3b ¢ TponoHuHOM T (r=-0,66), ymepennas cBsizb ¢ KOK-MB (r=-0,48) u muornoounom (r=-0,36),
cmabast cs3b ¢ JIJII' (r=-0,28). Oruenka B3auMOCBsA3U (Gpakiyd BbIOpOCa ¢ OHOXHMHUYECKUMH
MapKepaMH HIIEMHH MHOKapJAa IoKa3zaja CTaTHUCTUYECKH 3HAYMMYI0 YMEPEHHYIO OTPUIIATEIbHYIO
Koppessinuonuyo cBsizb ¢ KOK-MB (r=-0,48), tpononnnamu I (r=-0,40) u T (r=-0,40), muorio6uHom
(r=-0,32), cnabyro cBs3p ¢ JIAI' (r=-0,29). Bbutd BBIABJIECHBI CTATUCTUYCCKH 3HAYMMbIC CpPEIHHUEC
oOpaTHbIE CBSA3M MEXIy NpoaoibHO# medopmarmeii (r=-0,61), ee ckopocteio (r=-0,58), ¢paxumeit
ykopouenust (r=-0,62) u ¢pakiueit BoiOpoca (r=-0,54), ymepeHHble OOpaTHBIC CBSI3H MEXIY
pamuanbroit (r=-0,43), mupkynspaoit (r=-0,48) medbopmarusimu, ux ckopoctsamu (r=-0,41; -0,45) u
HVII B-tuma. ¥ gerei B mepBoi MOArpYINIe B OTIMYME OT BTOPOM TECHOTA CBS3€H MEXIY
MokasaressiMu Oblila MeHee BhIpakeHa M KoJiebanach OT C1aboii 10 yMEpEeHHOM.

B xome paGotel ObumM TpoaHanu3upoBaHbl pe3ynbTaThl DK M m3ydeHa CBS3b MEXKIY
nmokasareisiMu JiehopMaliid MUOKap/aa M AJIEeKTporpaduuecKuMH MpU3HAKAMH UIIEMHUU MHOKapAa y

nereit ¢ 'KMIIL. V nereit Bo BTOpoil moAarpymme Mo CpaBHEHHIO C IEPBOM OBUIM IOJIy4EHbI
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CTaTUCTHYECKH 3HauMMble oTiuuus Opamukapauu (p=0,034), OKI' mnpusHakoB rumneptpoduu
MHUOKap/ia TaKuX, KaK OTKJIOHEHHWE 3ekTpudeckoir ocu BieBo (p=0,019), npeobnamanue 3yoma R B
orBenenuu I, V6 Han 3yonom S (p=0,0397), npeobnananue 3youa S B orBenenun V1 Hag 3y6mom R
(p=0,0397); npu3nakoB umemMun Muokapaa — nuasepcus 3youa T (p=0,01) u cHmwkenune cermenta ST
(p=0,018) B otBenenusx I, II, V5, V6, a taxke pa3iauuHbIX HApYIIEHUM pUTMA U MPOBOJAUMOCTH, K
KOTOPBIM OTHOCHJIMCH XKeslynoukoBasi 3kctpacuctonus (p=0,024), atpuoBeHTpuKyispHas Onokana |
crenenu (p=0,05), pacmupenne komiuiekca QRS B oTBenenusax V1-V3 (p=0,01), nenonnas Omoxana
nepeAaHeit jeBoil BerBu myuyka l'uca (p=0,033), yBenuueHue NpPOJOJDKUTEILHOCTH TEPMHHAIBHON
aktuBatmu  (p=0,029). Takume HapymeHus, Kak TiayOokmid 3yden Q B orBemeHusix VI1-V3,
aTpuoBeHTpuKyssipHas Onokana Il cremenu, denomen WPW, BoisBienue srncuion BosHbl (eW) B
oTBeAeHUSAX V1-V3 OBl OTMEUEHBI TOJBKO Y JIETEeH BO BTOPOM MOATPYTIIIE.

Cyrounoe monutopupoBanue IKI' no Xonrepy y aeTeil Bo BTOpoil MOArpymnme no CpaBHEHHUIO C
MEpBOM MOKA3aJI0 CTATUCTUYECKH 3HAUMMbIE OTINYMS HAPYLIEHUI pUTMa U MPOBOJUMOCTH, TAKUX Kak
xenmynoukoBasi skcrpacuctoaus (p=0,024), arpuoBeHTpHKyIsspHas Onokama | cremenu (p=0,05);
MOBBINICHUE BapruadenpHOoCcTH puTMa cepana (p=0,034) u camxenue nupkaganoro npoduis (p=0,034).
CraTucTHuecKd 3HAYMMBIX pa3iuuuil Mexay u3MeHeHueM uHTepBana QT B AByX rpymnmax He ObuIO.
BropuuHoe yaiMHeHHe MHTEpBaIa OTMEYAIOCh Y JETeH C BRIPAXEHHOU TumepTpodueii Muokapaa (B
3-7 cermeHTax) Ha (hoHE TpreMa [-aPeHOOIOKATOPOB. ATPHOBEHTPHUKYIIsIpHAst Oiokana Il cremenw,
dbenomen WPW, may3el putma >3000 mcek OBUTM OTMEUEHBI TOJBKO Y JETeH C OOCTPYKTHBHOM
dhopmoit 'KMII u s3xkcTpeMalibHOM CTEMEHbIO TUIIEPTPOPHH.

KoppenauunonHelii aHany3 mokaszaj, 4To y JeTeid BO BTOPOM MOATPYIIE IO CPaBHEHHUIO C
MepBOM K HanboJiee CTATUCTHYECKH 3HAYUMBIM OTHOCHJINCh YMEPEHHBIC 0OpaTHbIC CBsI3M Mexay DK
npu3Hakamu Tuneprpoduun (mpeodnamanue 3youa R B orBenenuu |, Ve Hag 3yomom S; 3ybma S B
otBefenuu V1 Haxa 3yorom R) u mpogoasHoii (r=-0,51; -0,50) u paguansHoii nedopmarmeii (r=-0,54;
-0,49), a taxke mexay OKI' mpuzHakamMu UIIeMUH MHOKapnaa (CHWKEeHHE cerMeHTa ST B OTBEICHUSAX
I, 11, Vs, V6) u npomonsHoii (r=-0,61), paguansroii (r=-0,59), mupkymnsapuoii (r=-0,56) nedopmarmeit u
ux ckopoctamu (r=-0,60; -0,63; -0,58); HapymeHusMH TPOBOIUMOCTH (HETOJHAs OoKana rnepeaHeit
7eBoit BeTBH my4ka ['nca) u nmpozosibHO# nedopmarmeit (r=-0,53) u ee ckopoctoio (r=-0,53).

Mexny nokazareisiMu paauanbHoil aedopmanyu u takumu OKI -mpusHakamu runeptpoduu
MUOKapja, Kak mpeobnananue 3youa R man S B otBenenmsx I, V6 u mpeobnaganue 3youa S Han
3youoM R B otBemenun V1 y gereld B mepBoil moAarpymme ObUTH BBISBICHBI MPSIMbIE YMEPEHHBIE
koppessinuonnbie cBsizu (r=0,42; 0,42), y naneHToB BO BTOPOU MOATPYIIIE — 0OpaTHbIE CBS3H.

Takum ob6pazom, kapauonorudeckoe oOcienoBanue nereid ¢ 'KMII nomkHO BKIOYaTh He
TOJBKO OOIIETPUHATBIE KIWHUKO-TA00OpaTOpHbIE U HWHCTPYMEHTaJIbHbIE METOIbl HCCIEIOBAHUS
cepAlla, HO U YJIbTPa3BYKOBYIO OLIEHKY JeopMallMi MUOKapia B corocTaBieHuu ¢ ganHbMu OKT,
CTETEeHbIO TUNIEPTPOPUN MUOKApP/Aa, OMOXUMUYECKIMH MapKepaMH WIIEMHH MUOKap/a, XpOHUYECKOU
CepACYHONH HEAOCTaTOYHOCTH. ITO OyneT cHocoOCTBOBATh paHHEH JAWArHOCTUKE HapyIIEeHHUH
CUCTONMYECKON (PYHKIIMM MHOKapAa, YToO SIBISIETCS MPUOPUTETHOU 3aJayeil Ha MyTH MPOPHIAKTUKH
MIPOrPECCUPOBaHUS 3a00JI€BaHMs, IMPEIOTBPAILEHHS >KU3HEYTPOXKAIOIUX COCTOSHUM M BHE3AIHOMN

CepACYHON CMEpTH y AeTell ¢ runepTpopuueckoi KapJHOMUOTIATUEH.
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BbIBO/IbI

1. VY GonpmnHCTBA AeTeit ¢ HeoOcTpykTHBHOU dopmoit 'KMII npu cnaboBeipaskeHHON U
yMepeHHOU creneHu rumneprpoduu Muokapaa JDK oTmedanuch Hecnenupuueckue KIMHUYCCKHE
CUMIITOMBI, 10T 3a00seBanus npuiéncs Ha Bo3pacT crapmie 7 yet (p< 0,05), crax 3aboJieBaHHs
coctaBusl He Oozee 5 ner (p< 0,05) no cpaBHeHutO ¢ neTbMU ¢ 00cTpykTuBHOU (popmoit 'KMII u
sKcTpeMabHOM runeptpodueit muokapaa JIK. YacTtoTa paHHel CMEPTH U OKUPEHHS B CEMBAX JIETEH
c obcrpykruBHOM (opmoit 'KMII u »skcTpemansHoOil runeprpodueir mmokapma JIDK Osoia
cratucTryecku 3HaunMo Boimie (50,0% vs 31,1%; 56,3% vs 8,8%) 1o cpaBHEHHIO C CEMbSIMHU JETEH C
HeoOcTpykTuBHOHN (hopmoit 'KMIT.

2. YV Bcex gereit ¢ I'KMII HaGmioganoch CHIDKEHHE TJIOOAIBHOM IMPOJIOJIHHOM
nebopmaruun JDK (<-19%) u ee ckopoctu (<-0,68c™'). ¥V OonbmuHcTtBa nereit (86,6%) c
HeoOcTpykTuBHOM (hopmoit I'KMII mpu paznuusbix creneHsx runeprpoduu ¢ npeodnaganuem OK |
(88,9%) cepmeuHOi HETOCTATOYHOCTH W Yy BCEX JeTe ¢ 0OCTpYKTUBHOW (opMmoil 3abojeBaHus U
skcTpeManbHOil Tuneptpodueit muokapna JOK ¢ @K Il cepredynoit HeOCTaTOUHOCTH OTMEYaNoCh
CHIDKeHHE Tio0anbHON panuanbHoi (<20%) u uupkynspHoi nepopmarnuu (<-20%), ux ckopocrei
(<1,08c™! u <-0,74c™).

3. N3menenus noka3zateneit cermeHTapHoi nedopmannu muokapaa JOK y nereit ¢ [KMII
OTpaXkaJlu paHHUE HAPYIICHUS CUCTOJIMYECKON (PYHKIIUU, UMEIU HEOAHOPOJHBIN XapaKTep: CHHKEHUE
B TUIEPTPOPUPOBAHHBIX CETMEHTaX, HanboJiee BBIPAKEHHOE MPH SKCTpEMalbHOW Truneprpodun
MHOKap/ia, 1 KOMIIEHCATOPHOE MpeodiiajaHie B KOHTpallaTepalIbHbIX HHTAKTHBIX CETMEHTAaX.

4, VYV nereti ¢ 'KMII ormeuanace oOparHas JWHEHHas 3aBUCHMOCTb THIEPTPOPUU U
MPOIOJIBHON U IUPKYJsIpHOH nedopmanmu muokapaa JDOK: yem Gosbiie TonmuHa Muokapaa (>2,48Z2
JUTSL TIPOJIOJILHOM M >3,16Z niis nupKyJIsspHOU nedopMaliui), TeM MEHbIIE MoKa3aTeau aeopMaliu.
PanuanbHas negopmanus npu yBeIMUEHUU TOJIIIUHBI MUOKapaa (>27Z) cHayaia uMmena TeHACHUHUIO K
KOMIIEHCATOPHOMY HapacTaHHWIO, 3aTeéM IMpU YBEJIMYEHUH TOJIIMHBI >4,247 cHuXalach HUXKE
HOPMAaTUBHBIX 3HAYCHHIA.

5. VY nereii ¢ obctpykruBHO Qopmoit 'KMII u sxctpemansHoit runeptpodueii JIK
BBISIBJICHBl CTaTHUCTUYECKHM 3HAYUMbIe OOpaTHbIE KOppensiuuoHHble cBsizu Mexay KOK-MB,
tpononrHam |, T u mokasarensamu riiodanbHON npoaoasHo# (1=-062; -0,67; -0,62), paguanbHoi (I=-
0,48; -0,59; -0,60) u uupkynsapuoit aedpopmamuu (r=-0,49; -0,62; -0,61), mexay HYII-B Tuna u
npojonsHOM aedopmanumeii (r=-0,61) u ee ckopoctbio (r=-0,58) Mo cpaBHEHHIO C HEOOCTPYKTUBHOM
¢bopmoii u npeobaaaHneM c1aboBBIpaXEHHON U yMepeHHoi runeptpodueit JOK.

6. VY nereit ¢ obcrpyktuBHOU (opmoir 'KMII u skcrpemanbHOi runeprpodueit mnpu
CpaBHEHHM C HEOOCTpYKTHBHON ¢opMoil ¢ mnpeoOnagaHueM CIa0OBBIPAKEHHOM M yMEpEeHHOMH
TUNepTpopUn ONpeAessUIUCh CTATUCTHUECKH 3HAuMMble OOpaTHbIE KOPPENSILMOHHBIE CBS3U MEXIY
OKT npusnakamu runeprpodun (npeodinaganue 3yoia R B otBenenuu |, Ve Hax 3yoiom S; 3y6ma S B
otBeneHuu V1 Haj 3yorioM R) u mpoponbroii (r=-0,51; -0,50) u paguansHoit nedopmarmeii (r=-0,54; -
0,49); OKI" mpu3nakamu uiieMun Muokapaa (cHmwkenue cermenta ST B otBenenusix |, 1l, Vs, Ve) u

npogonbHoit  (r=-0,61), pammansnoit (r=-0,59), nupkymasapuoit (r=-0,56) nedopmamnueir u wux
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ckopoctsamu (r=-0,60; -0,63; -0,58); HapymeHusMH MPOBOAMMOCTH (HEMOJIHAS OJIOKaga ImepeaHen

JICBOM BeTBH Iy4ka ['uca) u npogossHoi aedopmarueii (r=-0,53) u ee ckopoctbio (r=-0,53).

INPAKTUYECKHUE PEKOMEH/JALIMN

1. Heram ¢ ycranoBieHHbiM auarHo3oM ['KMII wnm ¢ nomo3pennem Ha ['KMII
HEOOXOJMMO  TMPOBOAWTH  PACHIMPEHHOE  KAapAMOJIOTHYECKOe  OOCIeOBaHWE,  YYUTHIBAs
MaJIOBBIPQXKEHHOCTh KJIMHWYECKUX CHMIITOMOB, BO3pacT Ae0I0Ta M CTax 3a00JIeBaHUs, JaHHBIC
CEMENHOI0 aHAMHe3a.

2. [Ipu mpoBenenun kapauosorudeckoro oocnenoBanus nereit ¢ ['KMII nenecooOpasHo
onpesesieHne OMOXMMHMUYECKUX MapKepoB HieMun Muokapna (tpomonunsl 1 u |, KOK MB, JIAT,
MHOTJIOONH), XpoHHUecKor cepaeunoi HegocrarouHoct (HYII-B tuna) B chIBOpOTKE KPOBH.

3. B kapmumonormueckoe oOcnemnoBanue gereit ¢ ['KMII HeoOxommmo BKIHOYATh
yIIbTPa3BYKOBYIO OIIEHKY MOKa3aTesiel Kak riao0aibHO, Tak U cerMeHTapHO! aedopmalnuy MUOKapaa
JIEBOTO JKETyJAO0YKa M KX CKOPOCTEH, KOTOpble MOTYT OBITh HCIOJIb30BaHbl B KayeCTBE PaHHHUX
MapKepOB HapYIIEHUS CUCTOJINYECKON PYHKIUU.

4, [ns onpenenennss Taktuku BeaeHua aeredl ¢ ['KMII ngerckum kapauonoram u
neauaTpaM  1ejaecooOpa3HO YYMTHIBATh B3aWMOCBSI3b MEXKIYy TunepTpoueil M MokazaTensiMu
riobanpHOM Aedopmanii MHOKapAa JIEBOTO JKEITYAO0YKa, IOJYYEHHBIMH TPHU YIbTPa3BYKOBOM
HCCIICIOBAHUM CEep/Ilia, a TAKXKe CTEeNeHb THIepTpodUr MHOKap/a ¢ Kcob3oBaHuem Z score factor.

5. VY nereii ¢ 'KMII nipu ananuze DKI' mpusHakoB runepTpoduu U UIIEMUH MHOKap/a
cienyer oOpamaTh BHUMaHHWE Ha TOKa3aTeld IJ100alibHOM U cerMeHTapHOU aedopmanuu MUOKapaa
JIEBOTO JKETYJOYKa, CHW)KEHHE KOTOPBIX SBJseTcs 0ojiee YyBCTBUTEIbHBIM B OILIGHKE PpaHHHUX

KapAUaJIbHBIX HAPYILIEHUH.
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CIUCOK COKPAILEHU
AJl — apTepuanbHOE JaBICHUE HYII B-Tuna — HaTpuilypeTUYECKUI ITENTU
I'KMII - runeprpoduueckast B-tuna
KapIMOMHOTIATHS ®K — GhyHKIMOHATHHBIN KJIacc
K®K-MB — kpeatnndochokunaza-MB YCC — yacToTa cepJeUHbIX COKpAILICHUIA
JIK — neBblii sxemynouex 9K - snexrpokapauorpadus

JIAI' — nakraraeruiporesasa
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