OT3hbIB
odunmaTpHOrO ONIOHEHTa Ha nauccepTanuio ManeBa Onyapna Iennanmesnya
«PacmpocTpaHeHHOCTb, AaTOreHETHYECKUE MEXaHU3MBl U OCOOCHHOCTH BEICHHUS
MAlMEeHTOB C MPOJAIICOM MUTPAJIBHOTO KJIallaHay, IIPeICTaBIECHHYIO Ha COMCKaHue
YUEHON CTemeHHd IOKTOpa MENUIIMHCKUX HayK 1o cmenuanbHocTH 14.01.05 —

KapauoJorus.

AKTYyaJIbHOCTH TEMBI oOycIloBIIeHa, BO-II€PBBIX, 0oBIIO0M
PacIpoCTPaHEHHOCTBIO IIpojalica MUTPAJBHOIO KilamaHa B OOIIeH MOILYJISIIHH.
Ecnu B3Th 3a OTIPAaBHYIO TOUKY pe3yibTaThl OpeMUHTeHMCKOro MCCIeN0BaHuUs,
To Tonbko B Cankt-lletepOypre MOYKHO ropoputek 0 120 TeICS9axX YenIOBEK C
pasHbIMU (popMaMu IIpojanca MUTpajbHOro kiamana. B Poccum TakoBeIx OynmeT
yXke Oosiee Tpex MIIIMOHOB. Bo-BTOpBIX, oOpamaeT Ha ceOs BHUMaHHE pe3Koe
pacxoXAeHue MeXIy NaHHBIMU O 4acTOTe BCTpedaeMocTu Ipoianca B Poccu u B
3alaJHbIX cTpaHaX. VIMeroTcs OobIe COMHEHUS B pe3ylbTaTaxX IyOoIuKyeMBbIX B
Hallel cTpaHe MCCIEHOBAHUN, B KOTOPHIX Y MOJIOABIX 00CIEeIOBaHHBIX MTOKa3aHa
pacnpoctpaneHHocTs 20-35%. Ckopee Bcero 3To 00YCIOBIEHO HENOCTATOYHO
TOYHBIM OIIpelleNIeHHeM KpUTEepUEeB AUArHOCTHKM JaHHOM IIaTOJIOTHH, a TakKkKe
BBIIIOJJHEHUEM SXOoKapAuorpaduu BpadaMH, HE HMMEIOIUMHU KapAHOJIOTHYECKOH
KBaTH (UKL,

IIpetepnenu u3MeHeHUs CIIOCOOBI JiedeHHs Iposanca. PanHee npu JaHHOU
IATOJIOTHM HE HCIOJB30BAIUCH IIATOICHETHYECKH OOOCHOBAHHBIE METOMBI
MEeIUKaMEHTO3HOTO BO3AEMCTBUS, IIOCKOJNBKY He OBLIM SICHBl MEXaHU3MBI,
OTBETCTBEHHBIE 32 Pa3BUTHE MUKCOMAT03a MUTPAIBHOIO KiIallaHa.

ITockopKy IIpoJlalic MUTPAIbHOIO KIIallaHa SBIISETCS IJIABHOW IIPUYMHON
Pa3BHUTHUS TSDKENOM PEerypruTalyy, TO OIeHKa COKPAaTUTEIbHOM (YHKIUH JIEBOIO

XeEIyaodukKa ABJIACTCA BaXHBIM 3TallOM MIPEAOINEPAIXMOHHOIO 06CJI€,£[OB3HI/IH



nanuenTa. B ycmoBusx 00beMHOM Ieperpys3Kd JeBOr0 JKEIyJo4Ka U 3aBbIIICHU
dpakmuu BEIOpOCA HPH MUTPAIGHOW HEIOCTaTOYHOCTH, HCIOJIB30BaHHE HOBOM
METOIMKY — HCCIe0BaHus AehopMallii MIOKapaa — TaeT LeHHYI0 HH()OPMAIIHIO
00 ero KICTHHHOM COKPATUTEJIbHOM pe3epBe.

BrllieckazagHoe OIpeeNseT BBICOKYIO aKTyallbHOCTh IUCCEPTaIHOHHOIO
uccienosauug O.I'. Manesa.

HayuHnast HOBH3HA HCCIICIOBaHUS 3aKJIIOYAETCA B OIPENEIEHHUN TIaBHOTO
3BEeHa IIaTOreHe3a MpoJjanca MHUTPAJIBHOrO KiallaHa — IOBBIIEHUS aKTHMBHOCTH
Tparchopmupyromiero ($akropa pocTa—f, IPUBOIAIIErO HYepe3 MHOIOITAIIHBIA
BHYTPHUKJIETOYHBIA Kackal K (OPMHPOBAHUIO MHUKCOMATO3HBIX HM3MEHEHHM
MHUTPAILHOTO KiamaHa, W WX IIPOTPECCHPOBAHHUIO IIOCIE PEKOHCTPYKTHBHOM
Olepaliyl HAa MUTPAILHOM KjarnaHa. VI3BeCTHBIE B3aUMOCBSA3M MEXIY DPEHHH—
aarnoTensuHoBoil 1 TGF—fB cucrtemamu mO3BOJIMIIM aBTOPY BIIEPBBIE IIPEITIOKHUTE
UCIIOIb30BAHNE HMHTHOMTOPOB AaHTHMOTEH3WH-TIpEBpallaomero ¢epMeHTa W
OJI0KaTOPOB pPEleNnTOpPOB K aHTMOTeH3WHy Il i perynupoBaHus aKTHBHOCTH
TGF—f curHAmBHOrO IIyTH ¥ MOIYJIMPOBAHUS €ro KapIualbHBIX 3(Q(EKTOB Y
IAIMEeHTOB C IPOJACOM MHUTPaJIbHOrO KiamaHa. [[aHHOe IPEIIIoNoKeHHe OBLIO
IOATBEPXKAEHO B IPOBEICHHOM PETPOCIEKTUBHOM HEPaHIOMU3MPOBAHHOM
UCCIENOBAHUY M BBISBHIIO CHIDKEHHE KOHIEHTPAIUHd TPaHCHOPMHUPYIOLIETO
daxropa pocta—B1 ¥ 2 ¥ MEHBIIYIO BEIPa)KEHHOCTh MHKCOMATO3a CTBOPOK, KakK II0
JAHHBIM 5X0KapauorpaduIeckoro, Tak ¥ MaToMop(oIoruIecKoro UCCIeI0BaHms.

ABTopoM BBISBIeHO Takke BiausHMe TGF-B ®m [OpyruX IUTOKMHOB
(MOHOIIMTAPHOTO  XEMOTAKCHYECKOTO  IpOTeMHa—l,  WHTeplelkuHa—6 H
UHTepleliknHa—17) Ha pa3BUTHE CHUCTOIMUYECKON NUCHYHKIMM JIEBOTO XKEIyT0YKa
y TAlMeHTOB C IIPONIAIICOM MHTPAJbHOIO KiamaHa, OOyCJIOBIEHHOE HX
npodubpoTHdeckuMu 3 dexTaMu Ha MUOKapza JIeBOro XKellyJ04YKa.

ABTOpY BIIepBBIE YHAJIOCh II0Ka3aTh, YTO HapyIIEHHE COKPaTHTEIbHOM
CIIOCOOHOCTH IIPH IIPOJIAIICeé MUTPAJbHOIO KiamaHa oOOyCIOBIEHO HE TOJIBKO

00BeMHOU Ieperpy3Koil u3-3a MUTPAILHOM HENOCTATOYHOCTH, HO U IOPaKEHUEM



HKCTPALEIUTIONIIPHOTO MaTpUKCa MUOKAp/a JIEBOTO JKEIy0YKa MPH BBHIPAKEHHOM
MHKCOMAaTO3€ CTBOPOK.

IIpakTHyeckasi 3HAYMMOCTb HCCIENI0BaHN 3aKIIOYAETCsI B CYIIECTBEHHOM
BKJIaZle, BHECEHHOM aBTOPOM B COBEPIIEHCTBOBAHUE 3XOKapAMOIpapHIeCcKOn
JIMArHOCTUKY IPONIAlicCa MUTPANBHOro Kiamasa. VM yrodneH JTUAarHOCTAYECKUH
IIOPOTr, MOBBIMAIOIIKN CIHeUU(UIHOCTs JUArHOCTUKU JaHHOTO 3a00JIeBaHHMI.
Pa3zpaboTaHbl KpUTEPUH 3XOKApAUOrpapUUecKoro pasrpaHUYeHus IMEPBUYHOIO M
BTOPUYHOTO  IIPOJIAIICOB ~ MUTPAJIBHOIO  KIIAIlaHa, MHKcOMaTo3a W
GuOPO3TACTHHOBOM HETOCTATOYHOCTH, AJIS Yero OBLIO IPOBENEHO COIOCTABIEHHE
sXoKapauorpadhuIeckoii W TUCTOJIOTMYECKOM OIIEHKH CTPOEGHHS CTBOPOK
MUTPaJIBHOTO KJIalaHa.

BriepBbie, ¢ TOMOINBIO HCCIeAOBaHUS AedopManuy MHOKapla aBTOPOM
OBLTM BEIABIIEHBI OCOOEHHOCTH COKPAaTHMOCTU pAa3IMYHBIX CTEHOK JIEBOI'O
KeIy0uKa U MPU3HAKKM CHUKEHHUS ero rIo0albHON COKpaTUMOCTH, HE 3aBUCAIIEH
OT TSKECTH MHTPAIBHONH HEZOCTAaTOYHOCTU. VCIoib30BaHUE IaHHOW HOBOM
METOAMKK II03BOJIAJIO aBTOPY OIPEIEeNUTh IMOPOrOBble 3HAUEHUs II00albHON
IIPOJOJBHOM CHCTONMYECKON IepopManuu # CKOPOCTH Je(hopMaluH JEBOIo
XKEIyJ04YKa, KOTOPble MOTYT CIYXHTh IPEIUKTOpaMU XyALIEero oOpaTHOro
pEMOIENMPOBaHUs ~ JIEBOTO  JKENyJOouka M Xy[AIIEro  BOCCTAHOBIICHMS
CHCTOJIMYECKOH (HYHKIIMH JIEBOT'O JKEITyI0UKa ITOCIe PeKOHCTPYKTUBHOM OIlepaluu
Iake TIpH elle coXpaHHo! (pakiuu BeIOpoca.

ABTOpPOM TIOKa3aHO, YTO HECMOTPS Ha XOPOIIWH IIPOrHO3, CBA3AHHBIA C
OTCYTCTBHEM CEpPAEYHO-COCYIUCTBIX OCIOXXHEHHH, eCTeCTBEHHOE TeYeHUe
JaHHOTO 3a00JIeBaHUS COIMPOBOXKAAETCS HapacTaeéM MHKCOMATO3HBIX W3MEHEHUH
MK, yBemudeHHEM TIyOWHBI IPOJIAIICA, POCTOM YHCIA Kajlo0, MPUBOIAIIUAM K
YXYOIIEHHIO KadecTBa JKU3HH. [IpM S5TOM oOIpeneneHo IIOpOroBoe 3HAUYECHHE
comepkarausi TGF—f; B CBIBOpOTKE KpOBH, IIPEBBIIIEHWE KOTOPOLO IIPH
€CTECTBEHHOM TE€UECHUU MPUBOAUT K IPOIPECCHPOBAHUIO IIPOJIANICA KU IIO3BOJIIET

BBIJIEJIUTE 3Ty TPYIIY UL JalbHeHIero HaOIroeHus.



JlocTOBEPHOCTL  Pe3yJbTATOB H  O00OCHOBAHHOCTL  BBIBOJOB M
pexoMengauuii 00yCIOBIeHa TeM, YTo paboTa ObLIa BBIIOJIHEHA Ha HECKOILKHX
rpynmax MAldeHTOB C Pa3NuYHBIME (opMamMu Mpojanca MUTPaIbHOIO KilanaHa
(kmaccuyeckuii M HEKJIACCHYeCKMH, MHMKCOMATO3HbIM M C IpH3HAKaMu
(GubposTaCTHHOBOH HETOCTATOYHOCTH), Pa3HBIX BO3PACTHBIX TPYIII, Pa3IAIHbIMHA
ero OCJIOXHEHHSAME. Bce IpymImmbl JOCTATOYHBI 110 YMCIEHHOCTH ISl BHIIIOJIHEHHUA
CTATUCTUYECKOr0 aHalli3a W OIEHKH IEepBUYHBIX I'uioTes. I[IpoaonKuTebHOCTh
HAOMIOZEHUS COCTaBUJIa IATh JieT. B paboTe HCIOIb30BaHLEI HOBBIC
BBICOKOTEXHOJOTUYHBIE METOMALI MCCIENOBAHUS, TPOAHATU3UPOBAH OOJNBIION IO
00beMy rucronoruyeckuii Marepuan. CTaTHCTUYECKHH aHanuM3 IPOBEICH C
aJIeKBATHLIM MCIIOJIE30BaHIEM TapaMeTPUUECKAX U HellapaMeTPUIECKHX METOHOB.

Peanu3anus pe3y1bTaToOB HCCAEA0BAHUS

Pe3ynbTaThl MCCIENOBAaHUS BHEIOPEHBl B JIEYEOHO—IMArHOCTHYECKUN U
yuebnpi mporecc @I'BY «DenepanbHbli MEIUIUHCKHA HCCIEIOBATENbCKUT
meatp uM. B.A. AnmaszoBa»y MunsnpaBa Poccun, kadenpbl MpONeIeBTUKH
BHYTpEHHHX Ooye3Heil ¢ KypcoM yxona 3a TepameBTudeckuMm OombHbM I'BOY
BIIO «Canxr—IleTepOyprckuii rocy1apCTBEHHBIN TeANaTPUIECKUN MeTUITHHCKUM
yHEBepcuTeT» Munsapasa Poccun.

Hayunas HOBHM3HA M MPaKTUYecKas 3HAYMMOCTH PaOOTHI MOATBEPXKICHBI B
XO0JI€ IUPOKOH anpobanuu, KOTopas BKIIOYHIIA COOOIIEH s Ha BEIYIIIMX MUPOBBIX
KapAHOIOrMUeCKNX KOHTpeccax, B ToM uncie, AHA's 2012 Scientific Sessions, 62
Annual Scientific Session of American College of Cardiology 2013 m ESC
Congress 2012/2013 ¥ MHOrOYWCICHHbIE AHTJOS3BIYHBIE  ITyOJIHMKAIUH.
Pe3ynbraThl WMCCIEIOBaHUS OBUIM MCIIONB30BaHBl aBTOPOM IIPU COCTAaBICHUU
HaI[MOHANBHLIX  peKkoMeHmarmit  Poccmiickoro — oOmmecTBa  KapAHOJIOrOB
«HacnencTBenHble HApyIIEHNS COSTUHUTENbHOM Tkanm» 2012 roxa.

Tema muccepTaliyi COOTBETCTBYET 3asBICHHOM HAy4YHOW CICIHATbHOCTH

14.01.05 — xapawornorus. CopMyIHpOBaHHBIE aBTOPOM 3adaddl OTPAKAIOT



[IOCTaBJIEHHYIO IIeNlb McciaenoBanus. Vcnonp30BaHbl COOTBETCTBYIOIHE IPYIIaM
[aIMEeHTOB U aHAIU3UPYEMbBIM ITO0Ka3aTeNIM CTaTUCTUYECKUE METOIBI.

Odopmienne paboTsl U ee cogep:kanne. Jluccepranus usnoxeHa Ha 337
CTpaHMIIAX MAIIMHONUCHOTO TEKCTa, COXEpXKHUT 69 Tabmmi, 85 pHCYHKOB.
Jluccepranus COCTOUT U3 BBEICHUSA, 0030pa IMTEPATypPhl, MaTEPUaIoB U METOJIOB
FCCIIeOBAHNUs, DPE3YJIBTATOB COOCTBEHHBIX HCCIENOBaHUKA M HMX 00CYXIeHHS,
3aKJTFOYEHHS U CIIUCKA JIUTEPATyphl, KOTOPBIA comepuT 54 pycckos3brdHbIX 1 380
AHTJIOS3BIYHBIX NCTOUHUKOB.

Ilenn ¥ 3ama4d HCCIIENOBAHUS UYETKO CHOPMYJIHPOBAHBI, COOTBETCTBYIOT
TeMe IMCCEPTAlMOHHOr0 HcciemoBaHusd. [pymmel oOCleZOBaHHBIX IIALMEHTOB
penpe3eHTaTUBHEL. Bee momydeHHbIe aBTOPOM JaHHEIE U CENIaHHBIE Ha MX OCHOBE
3aKJIFOYEHHs TOJHOCTBIO apryMEHTUpPOBaHbI. BBIBOABI M IpaKTHYECKUE
pPEeKOMEHIallNy JIOTHYECKH BBITEKAIOT M3 IIONyYEHHBLIX JaHHBIX U HE BBI3BIBAIOT
BO3pakeHHU. ABTOpedepaT IMONHOCTBIO OTPAXaeT BCE PasleNbl IUCCEPTAIUH.
Ony0nMKOBaHHBIE 10 TeMe IUCCepTallMy IedaTHbIE paboThl TOYHO OTPAKAIOT
TEMY TUCCEPTAlMOHHOTO WCCIIENOBAaHUS M €ro pesylbTaThl, COOTBETCTBYIOT
IPEeIbIBIIEMBIM TPEOOBaHUAM.

JluccepTarnus HamucaHa XOPOIIUM A3BIKOM H JIETKO YUTAETC.

Pe3ynpTaThl qUCCEPTAIMOHHOTO MCCIETOBAHUS MOTI'YT OBITH HCIIONB30BaHEbI
B paboTe KapAWONOTHYECKUX W KapAUOXUPYPIHYECKMX OTHEIICHHN M OTIEICHUH
(YHKITHOHATBPHON MUArHOCTUKU aMOYJIaTOPHO-IIOJUKIMHUYECKUX YUYPEXIEHUN U

CTaouOHAapOB.

3aMeyaHHUsi 4 BOMPOCHI IO JUCCEPTALMH.

[TpuHIMIIHATHHBIX 3aMeYaHuil 110 paboTe HEeT, HO HUMEeTCs PsII BOIIPOCOB:

1. JlagHBIE O CHCTOJIMYECKOW (YHKIUU, TOIy4eHHBIE C IIOMOIIBIO
uccienoBanus nedopMaluy, COIOCTaBISUIMCE C BenuuuHamu OB,
KOTOpasi IeHCTBUTENBHO IUIOXO pabdoTaeT B YCIOBHUSX CEPhE3HOMU
MUTPAJIFHOW  HENOCTaTOYHOCTH.  [IpoBomwimch JIM  TOAOOHBIE

COIIOCTABJIEHUS C MOPYTHUMH TPAOUIIMOHHBIMH METOJaMU OILIEHKH



rmo0aNbHONR CHCTONMYECKOW (QYHKIMH, B YacTHOCTH C IIOKa3aTeleM
dP/dt?

2. KakoBel 0COOEHHOCTH BEIEHMS MALMEHTOB C IIPOJIAIICOM MHUTPAIBHOIO
KJIalaHa, TSDKeNOod peryprurtainueii ¢ BBIPOKEHHOHM CHCTOJIMYECKON
nuchyuknueit? HaOmomamuce 1M cilydad, KOI/la XUPYpIrAdecKoe
JledeHre 0100HbIX 60IBHBIX IPH3HABATIOCH HEl[eIeCO00pasHbIM?

3. Habmonamuch nu pasnuuus Bo BausHuM npenaparos MAIID, BPA u
OeTa-apeHoOIOKATOPOB Ha XapaKTepUCTHKM KialaHa U JIeBOTO
JKeIylouka y TalueHToB ¢ OonesHpio bapioy um ¢uOpo31acTHHOBOM

HGILOCTEITO‘-IHOCTBIO?

3AKJIIOUEHHE

Nuccepramuss Onpyapana ['emHagueBnda Manesa «PacnpocTpaHeHHOCTS,
[IaTOT€HEeTHYECKHe MEXAaHU3MBI M OCOOCHHOCTU BeEeHUs IIAallMEHTOB C IIPOJIANCcoM
MUTPaIBHOIO KiamaHa», NPEACTaBIeHHAs K 3alllUTe Ha COMCKAaHWE YYEHOM
CTEIleHH JOKTOpa MEIUIMHCKMX Hayk 1o crenuansHoctd 14.01.05 -
KapIUOJIOT 1S, SIBIISIETCS CaMOCTOSTEIbHOMN 3aBEPIIEHHON Hay4HO-
KBamH(DUKAMOHHONW paboToi, B KOTOPOHl COINEPXKHTCS peIleHHe HpoOIeMbI
IUArHOCTUKU ¥ BEIEHUS IpoJiarica MUTPAIHHOIO KiamaHa. ABTOPOM IIOJIYYEHBI
HOBBIE JaHHBIE O IATOreHe3e IpoJialica MUTPAIBHOIO KialaHa M OIpe/eleHa
BO3MOYKHOCTh €r0 MeIMKAMEHTO3HOH KOpPPEKLIMH, YTO MMEET BaXHOE 3HAYEHHE
IJIsL COBPEMEHHOMN KapAUOJIOTHH.

Takum o00pa3oM, TO aKTyalbHOCTH, HAy4HOH HOBM3HE, IPAKTHYECKOH
3HAUMMOCTH ¥ TIOJYyYE€HHBIM pe3ylbTaraM JuccepTalus COOTBETCTBYET
TpeboBarusM 1. 9 «lloJOXeHWS O IPUCYKAECHUH YYEHBIX CTEIEHEH),
YTBEPKAEHHOTO II0CTAHOBJIEHNEM IpaBuTenbeTBa Poccuiickoil ®enepanun Ne 842
ot 24 centabps 2013 rona, mpenbsABIAEeMBIM K IUCCEpTallMsIM Ha COHMCKaHUE

yu€HOU CTEIeHn MOKTOpa HayK, a couckarens O.I°. MajleB IOCTOMH NPHUCYXKIESHUI



HCKOMOM CTEIleHH MOKTOpa MEIUITMHCKUX Hayk mo cnermuanbHOocTH 14.01.05 —

KapauoJiorus.

3aBenyromuii kapenpoit
GYHKITMOHATBHON TUATHOCTUKH
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