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OBILIAA XAPAKTEPUCTHUKA PABOTHBI
AKTYaJIbHOCTb TeMbl HCCJIC10BAHUSA

Kapmuommomatus (KMII) ¢ aunatanmoHHsIM — (EHOTHUIIOM TIPEACTaBIseT COOOM
TEeTEPOTCHHYI0 TpyImy 3a00J€BaHMI, CBA3aHHBIX MEXIy COO0OH OOIMMM BapUaHTOM
pPEMOIETMPOBAHUS MUOKApJA, BKIIIOYAsl T€HETHUUECKYIO 3THOJIOTHIO, NOCTBOCHIAIUTENBHYIO,
BTOPUYHYIO B CTPYKTYpE pPa3IM4HBIX T'eHeTHueckux 3abomeBanuii (Weintraub R., 2017).
3aboneBaHuE XapaKTEPHU3yeTCsl MPOTPECCUPYIOUIUM TEUEHHEM U SIBIISIETCS OJHOM U3
OCHOBHBIX IPUYHMH XPOHUYECKOW cepieuHor HemoctatouHocTr y nered (Myers P., 2019).

Jletn paHHEro BoO3pacTa MOTYT JE€MOHCTPUPOBATh YBEIMYEHHYIO CIOCOOHOCTh K
pereHepanuy TKaHed Muokapaa, Tpedys 0coOOoro moaxoja K JEUEHHUIO JAaHHOW KaTeropuu
MAIEHTOB, MMO3BOJIIONIETO M30€XKaTh HEONArompHUATHBIM MCXOA B KPUTHYECKHIH HEpUOA
nocie aebrora 3abonesanus (Rupp S., 2015). OCHOBHBIMH KIMHUYCCKUMHU POSBICHUSIMH
KMII ¢ gunatanoHHBIM ()EHOTUIIOM SIBJISIFOTCSI XpOHHUYECKas CepJieYHast HeIOCTaTOYHOCTb
(XCH), Hepenko ¢ HEYKJIOHHO MPOTPECCUPYIONINM TEYCHUEM, HAPYIIEHUS pUTMa Cepila u
MIPOBOJMMOCTH,  aCCOLMMPOBAHHBIE C  PUCKOM  BHE3allHOM  CEpJACYHONW  CMEPTH.
Menukamenro3nas tepanuss XCH mno3BonisieT npenoTBpaTUTh — YXYILIEHHME CUMIITOMOB,
OJIHAKO JI0 CHUX MOp MPUMEHSETCS HEIOCTATOYHO B HAIllEH CTpaHE BCJIEACTBHE OTCYTCTBHS
uHbOopMaluu 00 aNrOPUTMAaxX €€ Ha3HAYCHHUs Y JIeTeH.

Takxke B HacTosfIee BpeMs JOCTYIHBI HOBBIC JICUCOHBIC OMIIMHM B JETCKOW MOIYJISITHH
MalMeHToB ¢ jaunataiuoHHeiM  (¢enotunom  KMII,  Bximodas — cepaedHylro
pecunxponusupytonryto tepanuto (CPT), mnacTuky © OpOTE3UPOBAHUE MUTPAIBLHOTO
kinanaHa (MK), oHM MIMPOKO HCHONB3YIOTCS BO B3POCION TMOMYJSIIIUM TMAlMEHTOB C
munataronHeiM - peHotuniom KMIT (Dickstein K., 2018, Hu J., 2021), omHako wux
MPUMEHEHHUE y JeTel OMUCAHO JUIIb Ha HEOOJIBIIIOM KOJMYECTBE KIMHUYECKUX HAOIIOACHUN
u TpelyeT nanpHeWmero m3ydeHus. JlaHHble O MPEAUKTOpax pUCKa MPHU IUTIATAIMOHHOM
denorurie KMII HeoqHO3HAUHBI, MX H3y4YeHHE KpaiiHE BaXKHO ISl BBISBICHHS JCTEH,
YIPOXKaeMbIX MO JICTATLHOMY HCXONy, W TOCJIEIYIOIIEH ONTUMHU3AIMK UX OOCJIEeIOBaHUA,
BPEMEHU U THUIA MPOBOAUMBIX JICUCOHBIX MEPONIPUSITHH.

Crenenb pa3pa00TaHHOCTH TeMBbI

Otuonorus aunataunoHHoro ¢enoruna KMII y nereli panHero Bo3pacra u3yuanach B
psijie UCCIeIOBaHUI B HaIlleH cTpaHe u 3a pyoexoM (Jleontsena 1., 2018, den Boer S., 2015),
TEM HE MEHEE, YETKUE aNTopuUTMBbI AuddepernuanbHOi JUArHOCTUKU JAHHOTO 3a00JICBaHUS C
MPUMEHEHUEM COBPEMEHHBIX MOJICKYJISIPHO-TEHETUYECKUX METOJI0OB HCCIIEIOBaHUN B
HacTosiliee Bpemsi He paszpaboranbl. Bompocbl 3ddextuBHOrO u 06€30macHOro JeueHus
SIBJISTFOTCSI BAXKHEUIIIMMHU 3aJja9aMy TIPU BEJICHUU JETE paHHETO BO3pacTa C AUJIaTallMOHHBIM
dbenotuniom  KMII.  CymecTBytome  HCCIEIOBaHUS  JEMOHCTPUPYIOT  BBICOKYIO
s dpexTrBHOCTh MeaukamenTo3Hol Tepanuu XCH (JleontheBa U., 2018, Rupp S., 2015),
OJHAKO TaKTHWKa MX HA3HAYECHUS Yy JIETEM PAHHETO BO3pacTa OCTAETCS MaJOW3y4eHHOU. B
MOCJIETHUE TOJAbl MOSIBUWIMCH HEMeIUWKaMeHTO3Hble MeTonabl JiedeHuss XCH, uzydenuio ux
3¢ (GHEeKTUBHOCTH TMOCBSIICHHI HEMHOTOYHUCIIEHHBIE OTEUECTBEHHbIE U 3apyOe)KHble Hay4dHbIE
uccnenoBanus (Suymek 4., 2015, Cohen J., 2020, Hsu R., 2003, Wang P., 2021).

Takum o6pazom, HE0OX0IMMO 0000IIEHHE CBECHUM, TPECTABICHHBIX B OT€UECTBEHHOMN
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U MHUpPOBOWM JHTEparype, a TakKe aHaIu3 COOCTBEHHBIX JMJAaHHBIX Ui Pa3pabOTKH
a1 GepeHIMPOBAHHBIX MOAXOA0B K TUArHOCTHKE W JICYCHUIO AETed C AWIaTallMOHHBIM
¢enorunom KMII npu nebrote 3a6o0seBaHus B paHHEM BO3pacCTe.

eab ucciaenoBaHus

Pa3paboraTh COBpeMEHHYIO TaKTUKY AU PepeHITHaIbHON TUarHOCTUKU U JICYCHHUS TIPH
TAIATAIIHOHHOM (PEHOTHUIIE KapIMOMHONATHH y JeTel ¢ Je0HTOM 3a00JeBaHUS B PaHHEM
BO3pacTe.

3agaum ucciae0BaHNUA:

1. Ompenenuth ATHONOTMYECKUE BapuUaHTBl M pa3padoTaTh anroputMm auddepeHnaibHOM
IUArHOCTUKU TPH JUJIATAIMOHHOM (DEHOTUIIE KapAUOMHOINATHH Yy JIeTel paHHero
BO3pacTa.

2. Pa3paboTaTh COBpEMEHHYIO TAaKTHKY JICUEHUS M CXEMYy TUTPOBaHUS 103 MHTHOUTOPOB
AHTUOTCH3WH-TIPEeBpAIIaroIero ¢epmMeHTta u 0eTa-0JOKaTOPOB IIPH  JUIATAITMOHHOM
(dbeHoTHIIe KapAUOMHUOIIATHH Y IeTEH paHHETO BO3pacTa.

3. Jatp oneHky 3¢¢eKTUBHOCTH HEMEIWKAMEHTO3HBIX METOJIOB JICUEHUS XPOHUYECKOM
CepICYHON  HEJIOCTATOYHOCTH  KaK  OCHOBHOTO  KJIIMHUYECKOTO  TIPOSIBJICHUS
IUIIATAIIMOHHOTO (PEHOTHUNA KapJUOMUOTIATUN Y JIETe paHHETO BO3pacTa.

4. OnpenenuTs  MPOTHOCTUYECKHE  KPUTEPUHM  HMCXOJa  JWJIATAIMOHHOTO  (beHoTHIa
KapJIMOMHOIIATHHN y JIeTel TIpH 1e0r0Te 3a00JIeBaHUsS B PAHHEM BO3paCTe.

Hayunasi HoBu3Ha

BrepBeie y mereit paHHero Bo3pacTa HAa OCHOBAHMM KOMIUIGKCHOTO —aHaIN3a
KIIMHUYECKUX, HWHCTPYMEHTAJbHBIX  IOKa3aTeledl ¥ pe3yibTaTOB  MOJIEKYJSIPHO-
reHeTudyeckoro obcienoBanus pazpaboran anroputM auddepeHnransHOM UArHOCTUKYA TIPH
JWIATAIIMOHHOM (DEHOTHIIE PEMOJICIIMPOBAHUS MUOKAPIA.

BriepBrie MIPEJICTABJICHBI aJITOPUTMBI TUTPOBAHUS 7103 UHTUOUTOPOB
aHTMOTEH3WHIIPEBpaIaronero Gepmenta u 6eTa-0JI0KaTOPOB, YTO TMO3BOJSET OE30MACHO U
OBICTPO Ha3HAYaTh MEIMKAMCHTO3HYIO TEPAIHI0 XPOHUYECKON CepACUYHON HEAOCTATOUHOCTH
netsim panHero Bo3pacta ([latent Ha uzooperenue PO Ne 2768596 ot 24.03.2022).

BriepBbie n3ydeHa 3(h(eKTHBHOCTh HEMEIMKAMEHTO3HBIX METOIOB JICUCHUS XPOHUUICCKOM
CepJICYHON HENOCTATOYHOCTH, TAaKMX KaK CepleYHas PECHHXPOHH3UPYIOIIAas Tepanus u
XUPYpPrUsi MUTPAIbHOHW HEAOCTATOYHOCTH, Yy JIETeH C JAWIaTallMOHHBIM (CHOTHIIOM
KapJAMOMHUOINIATAH ¢ JIeOI0TOM 3a00JicBaHMs B pPaHHEM BO3pacTe W OTPaHUYCHHOU
3¢ (HEeKTUBHOCTHIO MEIMKAMEHTO3HOU Tepanuu. [loka3aHo WX TOJOXKUTEIbHOE BIIMSHUE Ha
TeYeHHe 3a00JIeBaHUS B BHUAC YMEHBIICHUS (YHKIMOHAIHLHOTO KJIacca XPOHHYECKOU
CepJICYHON HEAOCTATOYHOCTH, CTAaOWIHM3aIlMM WIM YIY4YlICHUs TMoKazareneil jabopaTtopHo-
WHCTPYMEHTAJIBLHOTO 00CIIeI0BaHMSI.

VYcTaHOBIEHBI MPEIUKTOPHl HEOIAronmpUATHOrO MCXOoJAa y JAeTed paHHEero Bo3pacTa C
IWIATAIIMOHHBIM ~ ()EHOTUIIOM  KapJAUOMHOIIATUU: TMOTPEOHOCTh B  KAPAMOTOHUYECKOM
MOJICPKKE U BBIPAKEHHbIE CHMIITOMBI HEIOCTaTOYHOCTH KpOBOOOpalleHus B JedroTe
3a0oneBaHus, TUNEPTPOPHUS TMPaBOTO KEIyJOouyka IO JAaHHBIM BJIEKTpoKapauorpaduu,
KEITyI0YKOBasi apuTMUs 5 Tpaganuu no Lown, HalM4re HEKOMIIAKTHOTO MHUOKapJia JICBOTO
Kelly/10uKa, TOTaJlbHAsi MUTpajibHasi HEJOCTATOYHOCTh U TOBBIIICHUE JABJICHUS B CHUCTEME
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JIETOYHOM apTepuH, BhISIBIIsIEMbIE B 1€0I0TE 3a00I€BaHU.
TeopeTnueckasi M NpaKTHYECKAs 3HAYNMOCTD

Pa3zpabotan anroputm auddepeHuanbHON TUArHOCTUKYU MPU BBISIBICHUU AWJIATallUU
JIEBOTO KEIyJouUKa y JIeTed paHHEro BO3pacTa, KOTOPbIN MO3BOJSIET PAHO JUATHOCTUPOBATH
MATOJIOTHIO, HYXJAIOIIYIOCS B CHEHU(UYECKON KOPPEKLUH, OINPEACNATh TaKTUKY
MEJIUIIMHCKON TOMOIIH, KAa4eCTBEHHO MPOBOAUTH OTOOp MALKMEHTOB ISl MOJIEKYJISPHO-
TF€HETUYECKUX UCCIIEA0BAHMM.

Pa3pabGortana ctparerusi BbiOOpa JieueOHOM TaKTHMKU (KaK MEIMKAMEHTO3HOM, TaKk u
HEMEIMKAMEHTO3HOW) y JeTel paHHEero Bo3pacTa C AWJIATAIMOHHBIM (PEHOTHIIOM
KapAUOMHOIIATHH. [IpencraBnenHast cxema TUTPOBAHMUS 703 UHTUOUTOPOB
aHTMOTEH3WHIpeBpamiaonero ¢epmenta u  0eTa-O0J0KATOPOB  MMO3BOJSET  OE30MacHO
Ha3HAuyaThb MEIUKAMEHTO3HYI0 TEpaluil0 XPOHUYECKOM CepAEeYHON HEIOCTaTOYHOCTH B
YCJIOBUSX CTAllMOHAPa, B TOM YKCJIE MPU MEPBUYHON TOCHUTAIN3ALNH 10 MECTY KUTEIbCTBA.

[ToaTBepkaeHo, 4to mnpu HEIDPEKTUBHOCTH MEAUKAMEHTO3HOM TEpanuu JACTSIM C
IWIATAllMOHHBIM ~ ()EHOTUIIOM  KapAMOMHOINIATUM U BBIPAKEHHBIM  HApPYIICHHUEM
BHYTPIIKEITY IOYKOBOTO MIPOBECHUS HE0OX0AMMO MPOBEJICHUE CepAeUHOU
PECUHXPOHU3UPYIOIIEH Tepanmuu, a JeTsIM C TOTAJIbHOM W CyOTOTaJIbHON MHUTPAIBHOM
HEJIOCTATOYHOCTBIO — XUPYPTHsI MUTPAIBHOIO KJIAlaHa.

JlanHbIE O TPEIUKTOpax HEOJArompUSITHOTO HMCXOJa MPHU IUJIATAIIMOHHOM (EHOTHUIIC
KapIMOMHOINIATUN y JETeW paHHEro BO3pacTa IMO3BOJSIOT ONPENETUTh TPyNIy JeTel ¢
BBICOKMM PHCKOM JIETAIBHOTO UCXO/1A.

MeTom0/10Tusl 1 METOABI HCCJIEIOBAHUSA

[IpoBeneH aHanmu3 COBPEMEHHBIX HAYYHBIX JaHHBIX OTEUECTBEHHON M 3apyOeXHOU
JTUTEPATYPHI, TIOCBAIICHHONW MPpoOIeMe TUArHOCTUKU U JICYCHUS AUIATAIMOHHOTO (PEHOTHUIIA
KapAHMOMHUOIIATUH Y JIETel, 0c000e BHUMAHHE YAEICHO COBPEMEHHBIM aClleKTaM JHAarHOCTUKU
U TPUMCHEHHIO HEMEJIMKAMEHTO3HBIX METOJIOB JICUEHHs MJaHHOro 3aboneBanus. B
TUCCEPTAIIMOHHOM HWCCIICIOBAaHWHM OBUTM  TIPOAHAIM3WPOBaHbl JaHHBIe 106 merei ¢
TUIaTalMOHHBIM (DEHOTHUIIOM KapJIHOMHUOINATHU C JeOr0TOM 3a0o0sieBaHUA 10 36 MECSIIEB,
YCTAHOBJICHHBIM HAa OCHOBAaHMM KJIWHUYECKOW KapTUHBI, Pe3yJbTaTOB JaOOpaTOPHO-
MHCTPYMEHTAJIBLHOTO o0cienoBanHus. OIEHKY MEIUIMHCKOW JOKYMEHTalWMWd MPOBOIMINA 32
nepuog oT 6 MecsueB A0 S5 ner. 50 AeTIM MPOBENECHO MOJIEKYJISIPHO-T€HETUYECKOe
WCCJIEIOBAHUE METOJIOM CEKBEHHUPOBAHUS HOBOTO TIOKOJICHUS, MCIIONB3Yys pa3paboTaHHYIO B
OI'AY «HMMUL] 3m0poBes aereit» Mun3apaBa Poccun kapauoIOrn4ecKyro MmaHelnb reHoB. B
HCcCIeI0OBaHuE BOLLIM 13 aeTeil ¢ KapAMOMHOINATHEN B CTPYKTYpPE PEIKOrO T€HETHYECKOIO
3a0oieBaHusi, JAMArHOCTUPOBAHHOIO IO  pE3yJbTaTaM  MOJEKYJSIPHO-T€HETUUECKOrO
ucciaenoBanus, nposeaeHHoro B ycnoBusix OI'AY «HMULL 3n0poBbs nerei» Mun3apasa
Poccun.

CraTtucTUYecKUid aHalu3 TMOJYYEHHBIX JIAHHBIX TMPOBOJMUIU B COOTBETCTBUU C
COBPEMEHHBIMU METOJIMKAMH, BKJIIOYAsl ONUCATEJIbHBIE CTATUCTHUYECKUE METOAbI, OLEHKY
CTaTUCTUYECKON 3HAYMMOCTH, PETPECCUOHHBIN aHAIIN3.

Ilos10:keHUs1, BBIHOCUMBbIE HA 3AIUTY

1. BroigBIeHHBIE STHOJIOTHYCCKHE IIPUYNHBI pasBuTHUA JUJIATAIMOHHOI'O (1)GHOTI/IH8.
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KapJUOMHOINATUHA Yy JEeTell paHHEro Bo3pacTa IMO3BOJWIM pa3padboTaTh aJIrOPUTM
muddepenranbHOd  JUATHOCTUKH, [AIOUIMM BO3MOXKHOCTH CBOEBPEMEHHO BBISBIIATH
MATOJIOTHIO, HYKIAIOUIYIOCS B ClIEU(UIECKON KOPPEKIIHH.

2. Ha3zHaueHue MeIMKaMEHTO3HOM Tepanuu XPOHUYECKOW CEep/IeYHOM HEAOCTAaTOYHOCTH Y
JeTeil paHHEro Bo3pacTa C JAWJIATAIMOHHBIM (DEHOTUIIOM KapAUOMHOIATHU B
COOTBETCTBHM C pa3pabOTaHHOW CXEMOUl MO3BOJIET AOOUTHCS YMEHbBIIEHUS CUMIITOMOB
CEpJIEYHOM HEJAOCTaTOUYHOCTH, OOpPaTHOTO pa3BUTHS PEMOACIMPOBAHUS MHOKapAa U
yIIy4dlIeHHs] POTHO3a 3a00JIeBaHUS.

3. IlpumeHeHnne  cepAeyHOW  PECUHXPOHU3UPYIOIIEH  Tepamuud y  MALUUEHTOB  C
JIWIATallMOHHBIM (DEHOTUIIOM KapAMOMHOIIATUU W HAPYIIEHUEM IPOBEJICHUS MO HOXKKaM
nydyka ['mca sBhsercs 3(PGEKTUBHBIM METOAOM JICUCHHUS] XPOHUYECKOW CepaeyHOU
HEJIOCTaTOYHOCTH.

4. Xupyprusi MHUTpPaJbHOM HEJOCTAaTOYHOCTH Y JETe C CyOTOTadbHOM W TOTaJIbHOU
HEJIOCTATOYHOCTHIO MUTPAJIBHOTO KJAMaHa TIO3BOJISIET YMEHBIIUTh (YyHKIUOHATHHBIN
KJIACC CepACYHOM HEAOCTATOYHOCTH M CTA0MIM3UPOBATh TeUEHHE OOIE3HU.

5. OCHOBHBIMHM TpEIUKTOPaMH HEOJAronmpusTHOTO TeueHus: 3a00JieBaHUSl  SIBISIOTCS
BBIPQKEHHBIE CHUMIOTOMBI ~ CEPACYHOM HENOCTaTOUYHOCTHU, THIEPTPOdUs MPaBOro
KEJIyJ0UKa 10 JTaHHBIM JJIEKTpOKapauorpaduu, KeIyJA0uKoBas apuTMUS 5 rpajalud 1o
Lown, ToTasibHas mMuTpasbHasi HEAOCTATOYHOCTh W TOBBIIICHUE JABJICHHUS B CHUCTEME
JIETOYHOW apTepuH, BHISBIIIEMbIE B €0I0TE 3a00IEBaHNS.

Bueapenue pe3yJibTaTOB HCCIICA0BAHUSA B IPAKTHKY
OCHOBHBIE  HAy4yHbIE TOJIOKEHHSA, BBIBOAbI M  PEKOMEHAALMU  HCCICIOBAHMS

UCTIONIB3YIOTCS B paboTe kapauosnorumdeckoro otaenenus OI'AY  «HaumonanbHIM

MEIULMHCKUM HCCIIEIOBATEIIbCKANA LEHTP 310pOBbs  JAeTei» MunsnpaBa Poccun wu

kapauosiorndeckoro otaeneHuss ['BY3 r.MockBbl «JleTckas ropojckasi KIMHUYECKast

6onpaua uMeHH 3.A. banutseBoii JlemapramenTta 3apaBooXpaHeHus Topoja MOCKBEI.
CreneHb 10CTOBEPHOCTH Pe3yJIbTATOB HCCIeI0BAHUS
UccnenoBanre OCHOBBIBAETCSI HA COBPEMEHHBIX NPEACTABICHUSAX O JAUArHOCTHKE U

JICYCHUH JTUIATAIIMOHHOTO ()EHOTHMA KapJUOMHUOTATHH y JIE€TeH, KOTOphIe OOCYKIAIOTCS B

OTEUECTBEHHOM U 3apyOekHOU nuTeparype. Bricokast cTeneHb JOCTOBEPHOCTU MOITYUYEHHBIX

pe3yJIbTaTOB  MUCCJIEAOBAHUS OINpENEIsAeTCs NPAaBUIbHO CIUIAHUPOBAHHBIM  JU3AWHOM

WCCJICIOBAHUS, HCIIOIB30BAHUEM JOCTATOYHOTO KOJIMYECTBA HAOIOJACHHUMA, COBPEMEHHBIX

METO/IOB HCCJIEAOBAHMUM, COOTBETCTBYIOIIMX ITOCTABJICHHBIM B JIUCCEPTALIMOHHON pabote

HensiM M 3aJadaM. AHalW3 W HHTEpHpETalMs MOJYyYEHHBIX JaHHBIX IPOBEIACHBI C

HCIIOJIb30BAaHUEM COBPEMEHHBIX METOJOB 00paboTKu WHGOpPMAMM U CTAaTHCTUYECKOM

00palbOTKH.

Anpodauus MaTepuaI0B UCCIACA0BAHUS
N3n0xeHHBIE B UCCIEAOBAaHUU IMIOJOKEHUS, BBIBOJBI M IPAKTHUYECKUE PEKOMEHAAMU

HEOJHOKpPAaTHO ObUIM TpEJCTaBICHbl HAa HALMOHAIBHBIX KOHIpeccax M KOH(EpEeHIHsX.

OcHOBHBIE pPE3yJNbTATHl JHUCCEPTAIlMU JIOJIOKEHBI W 00CykaeHbl Ha X Bceepoccuiickom

Konrpecce «Jlerckas xapauonorust 2018» (13-15 nekabps 2018 1., Mocksa) XI
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Bcepoccuiickom CemuHape Mo AETCKOM KapAHOJIOTHH, MOCBSIICHHOM MaMsTH Ipodeccopa
H.A. Benokons (15-16 nos6pst 2019 r., Camapa), XI Beepoccuiickom Konrpecce «JleTckas
kapauonorust 2020» (10-12 nexadps 2020 r., Mocksa).

Iy0ankanuu pe3yabTaTOB HCCIEI0BAHMS.

[lo Teme nucceprauuu OMyOJIMKOBAHO 7 MEUYaTHBIX padOT, U3 HUX 5 — B H3JAHUSAX,
pekoMengoBanHbix BAK ~ MwunoOpnayku P® gus  nyOnmkanuyd  pe3ysibTaToB
JUCCEPTALIMOHHBIX MCCIIE0BaHuUs, BKiIo4as 4 ctathu U 1 maTeHT Ha uzoOpereHue PD Ne
2768596 ot 24.03.2022 «Croco0 JieueHUsS XPOHUYECKOW CEepeYHOM HEIO0CTAaTOYHOCTH Yy
JeTeil paHHero Bo3pacTa C IUIaTallMOHHBIM (PEHOTUIIOM KapJUOMUOIATHI.

JIMYHBIA BKJIAJ aBTOpPa

Bxnan aBTrOpa COCTOMT B HENOCPEICTBEHHOM AaKTHMBHOM YYacTUM B IIPOBEACHUU
HCCIICIOBAHUs HAa BCEX €r0 JTalax: aHAJIN3€ OTEYECTBEHHBIX M MEKIyHApOJHBIX HAYYHBIX
HMCTOYHHUKOB JIUTEPATYphl 1O TEME MAHCCEepTallMd M TMOATOTOBKAa 0030pa JUTEpaTyphl,
MOCTAaHOBKE 1LI€NKM U 3a7ad, (opMUpOBaHUM Oa3bl JAaHHBIX,  OOCJEIOBAHUMU W JICUCHUU
MAIMEeHTOB, CTATUTUCTUYECKON 00pabOTKe M MHTEPIPETALMU MOJyYCHHBIX PE3yJIbTaTOB, Ha
OCHOBAaHMHM KOTOPBIX ObUTM CHOPMYIMPOBAHBI OCHOBHBIE IIOJIOKEHUS, BBIBOJABI U
MPAKTHYECKUE PEKOMEHIAINU JUCCEPTAIIMOHHON pabOThl, MOATOTOBKE My OINKALIUH.

O0beM u CTPYKTYpa AMcCePTALIMH

Juccepranus wu3noxkeHa Ha 181 cTpaHMIE MaIMHONMCHOTO TEKCTA U COCTOUT H3
BBEJICHUS, 0030pa IJUTEpaTyphbl, OMHCAHUS OOBEMa U METOJOB HCCIICIOBAaHHUMA, TJABHI C
OMHMCAaHUEM COOCTBEHHBIX HAONIOJCHUI, OOCYKIIEHUS TMOJTYYEHHBIX PE3yJIbTaTOB, BBHIBOJIOB,
MIPAKTUYECKUX PEKOMEHJALNNA M CIIMCKA JINTEPATYpPhl, BKIIOUYAKOIIETO 19 OTEUYECTBEHHBIX U
165 nHOCTpaHHBIX UCTOYHUKOB. PaboTa uimroctpupoBana 26 TabnuiiamMu u 24 puCyHKamu.

COILEPXXAHUE PABOTHBI
IlanueHTHI U METOABI HCC/IEIOBAHUSA

HucceprainmonHas paboTa mMpoBefeHa B KapIUOJOTHUYECKOM OTACTICHUHU (PyK. — JI.M.H.,
npod. E.H. bacapruna) ®I'AY «HMMHUL] 3n0poBbs nereit» Munszapasa Poccuun (aupekrop —
3aciyxeHHbIl Bpau Poccuiickoit @enepaunu, A.M.H., tpod. Pucenko A.Il.). JlabopatopHbie
Y MHCTPYMEHTAJbHBIE METObI MCCIICIOBAHUS BBITIOJHINCH HA 0a3ze jJabopaTOpHOTO OTAeINa
(pyx. — a.m.H., E.Jl.CemukuHna), oTaeneHusi yiapbTpa3BykoBoM auarHoctuku (pyk — J.B.
Xa3bIKOBa), MHCTPYMEHTAIBHOW AMArHOCTHKU (pyK.— n.M.H., O.B.KoxxeBHHMKOBa), oTaena
JTy4EeBOM TUArHOCTUKH (pPyK. — K.M.H., A.B.AHuKuH), MeuKo-reHeTuuecKoro neHTpa (pyk. —
1.0.H., K.B.CaBoCTbsIHOB).

B cootBerctBHM ¢ amszaiiHom wuccienoBanus (Pucynok 1) Obuto obcnmemoBano 106
nanueHToB (43 manpumka (39,8%) u 65 nesouek (60,2%)), HampaBiICHHBIX Ha JICYCHHE B
otaenenuu kapaunosioruu ®I'AY «HMMUI] 3n0poBss aetein» Munsapasa Poccuu 3a nepuon ¢
cenTs0ps 2012 no centsa6ps 2018 roxa.

OOcnenoBaHne MAlKMEHTOB COCTOSUIO U3 aHalld3a aHaMHe3a, HWCTOPUM Pa3BUTHUS
HAcTOALIEro 3a0oyieBaHuUs, JICUCHHUS, TMPOBOJUMOTO JO TMOCTYIUICHHsS TMaleHTa B
kapauonorunueckoe oraenenue PI'AY «HMUL 3popoBes nerei» Munznpasa Poccun,
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>1<an06, JaHHBbIX KIIMHHUYCCKOI'0O OCMOTpa C OHGHKOP'I AHTPOIIOMCTPUYCCKUX NAHHBIX,
Ha60paTOpHOI‘O N THCTPYMCHTAJIBHOT'O O6CJI€I[OB3HI/IH.

Hetu ¢ auaartanuoHubIM penorunom KMIL, Bo3pact aeérora 0-36 mec, n=106

PerpocnexkTuBHo, N=60 I[IpocnekTuBHO, N=46

MonekyansipHo-
Hccnenosanne Jleuenue

NHcTpyMeHTanbHbIE T€HETUYECKOE

YPOBHSA (MeaMKaMeHTO3HOE U

oOcnenoBanus uccuenoBanue (Ipu
NTproBNP HEMEINKaMEHTO3HOE)
HaJIAYNHN)

|

Craructrdeckas oo0paboTka

AV 4

Pa3pa0oTka IMArHOCTHYECKOT0 AJITOPUTMA, CXeMbl JIeYeHHsl, OLIeHKA MPOrHOCTHYeCKUX (pakTopoB

Pucynoxk 1. Jlu3zaiin uccienoBaHus

JIabopaTOpHO-UHCTPYMEHTAJIBHBIE METOJbl HMCCIIEIOBAHUE BKIIIOUAJHU: OIpPEICIICHUE
koHreHTpaun NT-proBNP B cweiBopoTke KpoBH, aHanmu3 3JnekTpokapauorpammbl (OKID),
3amMCaHHOM B 12 OTBeACHUSIX, aHAIW3 CyTOYHOro MoHutopupoBanus OKI' mo meromy
Holter, ommcanne 0030pHONM peHTreHorpadusi OpPraHOB TPYIHOM TOJOCTH C W3MEPEHHUEM
KapAHOTOpPaKaJbHOTO HHIEKCA, BBHIMONHEHHE dXokapauorpaduu (OxoKI) mo mpuHATHIM
OTEUECTBEHHBIM U 3apyOCKHBIM PYKOBOJICTBAM, MPU HAJUYUM TMOKAa3aHUW MPOBOAMIIACH
KOMITbIOTEpHAst ToMorpadusi Jis yTOYHEHHS aHATOMHUUM MAaruCTPAJIBbHBIX  COCYJIOB,
WCKJIFOYEHUS MATOJIOTHH KOPOHAPHBIX apTepuil. 110 moka3aHusM npoBOIUINCH MOJIEKYJISIPHO-
T€HETUYECKUE  MCCIIEOBAHUS: HCCIEJOBAHUE METOJOM  MAacCOBOIO  MapajuiesIbHOTO
CEKBEHUPOBAHUS C TMPUMEHEHUEM T[aHeIu TEeHOB, pa3paboTaHHOM B JabopaTopuu
MOJICKYJISIDHOM TE€HETUKU M MeauUuHCKOM reHomuku PI'AY «HMMUAIL 3mopoBbst aetei»
MunsgpaBa Poccun ¢ mocienyromed BaluAalMedl BBISABICHHBIX BAapHAHTOB METOJOM
CEeKBEHHpOBaHMs Mo CiHrepy, MCCIEIOBAHUS METOJOM MYJBTUILIEKCHOM JIMTa303aBUCHUMOM
amMmpukanmu 1po0 Ui TMOWCKA MPOTSHKEHHBIX JIETICIU M TyTUIMKAIUid  XPOMOCOM,
M3MEpEHHE AKTUBHOCTH JIM30COMHBIX (DEPMEHTOB B CYXHMX ISITHaX KPOBU M H3MEpEHHE
KOHIIEHTPAllMM CYKIMHWJIALETOHA M CHEKTpa aMHHOKHUCIOT METOAOM TaHJAEMHOW Macc-
CHEKTPOMETPUHU.

CrerneHb HEOCTATOYHOCTH KPOBOOOpAILIEHUS Y JIETEH paHHEro BO3pacTa OIlEHUBAIACh B
COOTBETCTBMM ¢ Kiaccudukamuei, mpemioxenHon H.A. bemokons (1987 r1.),
dbynkunoHanpHbI Kiace (PK) HEZ0oCTaTOYHOCTH KPOBOOOpAIIEHHS - B COOTBETCTBHH C
OaJUTbHOM IIKAJIOW OIEHKHU TSHKECTH XPOHHYECKON CEepACYHOM HEIOCTATOYHOCTH Y JIETEH IO
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Ross R.D. (2012 r.), Bxmtoyatomeid 10 myHKTOB, KOJTMYECTBO UTOTOBBIX HAOpaHHBIX OajlIOB
ot 0 1o 20, rme 0-5 coorBercTByeT I ®K mo Ross, 6-10 - II ®K no Ross, 11-15 - [II ®K no
Ross, 16-20 - IV ®K no Ross. Jlis nmpoBeaeHus CTaTUCTUYECKOTO aHainu3a 3p(HEeKTUBHOCTH
meaukamenTto3Hoi tepanuu XCH Bce mamMeHThl, BKIIOUYEHHBIE B HCCIEIOBaHUE, ObLIN
nojeneHsl Ha 3 rpymnnsl: 1-10 rpynmy coctaBuiu 38 (35,9%) nereit ¢ @K XCH I, 2-10 rpynmy
33 (31,1%) pebenka ¢ ®K XCH II, mammmenter ¢ ®K XCH III u 1V gna ymobcrBa
CTaTUCTUYECKOW 00paboTKM ObLIM OO0BbEeIMHEHBI B 3-10 IpymIly, COCTaBUBLIyIO 35 paereit
(33%).

CraTucTUYeCKUH aHaAU3 pe3yibTaTOB ObUI TMPOBENEH C HCIOJIb30BAaHHUEM I1aKETOB
nporpamm Microsoft Excel 2013 u IBM SPSS Statistics 26. Pacuer npoBomwics ais
KOJIMYECTBEHHBIX BEJIIMYMH: MUHUMAIbHBIE U MAaKCUMAaJbHbIC 3HAYEHUS, CpPEIHEE 3HAUYCHHUE,
omuOKa CpeIHero, CTaHIApTHOE OTKJIOHEHWEe, MenuaHa, 25-i m 75-i mepuentwmm. Jlns
CpaBHEHUSI KOJMYECTBEHHBIX MOKa3aTelIe B TMHAMUKE W MEXIY TPYIIaMU HCTOIb30BAJCS
U-kputepuit MaHHa-YUTHH, CTaTUCTHYECKHM 3HAYUMBIMH CUUTAINCHh Pa3IUYUS MEXIY
MoKa3aTesiiMU 1pu ypoBHE BeposiTHOCTH p<0,05. Pe3ynpTaThl perpecCHOHHOrO aHaniu3a Ajis
KaXJI0M TEpeMEHHOW MpeACTaBieHbl B BUAE 3HaueHUU oTHomeHue mancoB (OL) u 95%
oBepuUTEILHOTO HHTEepBaa ([IN1).

PE3VJIBTATHI HCCJIEAOBAHUA U UX OBCYXJIEHUE
ITHOJIOTHSA TUJIATANMOHHOI0 eHOTHIIA KAPAMOMHUOINIATHH Y leTell paHHero Bo3pacra

Hamu Obutn Bepu(UIIUPOBaHBI CIEAYIOUINE NPUYHHBI PA3BUTHS PEMOJCIHUPOBAHHUS
MUOKapJa IO  JWIAaTallMOHHOMY  (EHOTHUIY: UANONATUYECKasd, T'€HETHUYECKU
nerepmuaupoBanHas KMII (B tom wuyucne cemeiHas Qopma), KOpPOHapOTeHHas,
apuTMOTeHHasi TUCPYHKIMS MHOKapJa, peiakue 3aboyieBaHus (BPOXKICHHBIE HapYIICHUS
MeTaboM3Ma, MOHOTEHHBIE CHHIPOMBI, XPOMOCOMHBIE aHOMAJTUH ).

NnnonaTtuueckuii reHes peMoIeTUpOBaHUS MUOKAp/a TMarHOCTUPOBAH Hanbosiee 4acTo,
coctaBuB 62 ciydas (58%), xorga mo pe3yabTaTaM KOMILIEKCHOTO 00CJeIOBaHUS HE OBLIO
MOJIY4eHO OJHO3HAYHBIX AaHHBIX 3a reHe3 KMIIL. V¥V 23 (21,7%) nereit mo ganabiM IxoKI
BU3YAJIMIN3UPOBAHbI MPU3HAKK HEKOMIIAKTHOTO MUOKapAa JieBoro xenyaouka (JIK).

MonekynsspHO-TEHETUYECKOE  HMCCIIEIOBAHME METOJOM MAacCOBOTO  MNapaijIeIbHOTO
CEKBCHHPOBAaHUSA OBLIO BHIMTOJHEHO 50 nmerssM 0e3 BTOPUYHBIX MPUYUH PEMOCIUPOBAHUS
MHUOKapJa U CUHAPOMaJbHBIX 3a001eBaHuil. Beero BoisiBieH 41 HyKJI€OTHAHBINA BapuaHT y 32
MAIMEHTOB, Cpeau HUX 7 mnanueHToB ¢ HekoMmakTHOM KMII. M3 Bcex BBIABIECHHBIX
HYKJICOTHIHBIX BapHaHTOB 19 ommcaHbl B MEXIyHAPOJIHBIX 0Oa3ax NaHHBIX, 22 MyTallHii
paHee He OIMUCAHO.

N3 19 panee onucaHHBIX B MEXAYHAPOAHBIX 0a3aX AaHHBIX MyTanuil 13 HyKICOTHUIHBIX
BAPUAHTOB KJIACCU(PUIIMPOBAHbI KaK IMAaTOT€HHblE, 1 - Kak BapuUaHTbl C HEU3BECTHOU
KJIMHUYECKOM 3HAYUMOCTBIO, O — KaK BEPOSTHO MATOI€HHBIN.

B coorBerctBuM ¢ poccuiickuM PyKOBOACTBOM 1O MHTEPIPETALMU  JAHHBIX
nocienoBatenbHocTd  HykieotuaoB  JIHK — yenoBexka  Obuia  BBIMOJIHEHA — OIICHKA
(GYHKIIMOHAJIBHOM 3HAYUMOCTHM HE OINUCAHHBIX B MEXAYHapoAHbIX 0azax JaHHBIX
BBISIBJICHHBIX HYKJICOTH/IHBIX BAapUAHTOB: 2 BapUaHTa pACICHEHbl KaK IaTOTeHHBIC, 5
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BAPUAHTOB - KaK BEPOSITHO MATOrEHHbIE, 15 - KaK BapHaHTbl C HEM3BECTHON KIMHUYECKOU
3HAYUMOCTBIO.

VY 25 nmanmentoB oOHapyxeH | HyKJICOTHAHBINA BapUaHT, MO 2 HYKJICOTHUIHBIX BapUaHTa
HaleHo y 6 neTel, 4 HyKJIeOTHIHBIX BapuaHTa - y 1 peOeHka.

Haubomnpiiee koIM4YeCTBO HYKJIECOTHIHBIX BapuaHTOB (N=9) BbisiBieHO B reHe MYH7, B
reie TN wumnmentudunupoBano 5 myrtamuii, B renax MYBPC3, ACTC1l, TPM1 u VCL
oOHapy>XeHO Mo 3 HYKJIEOTHIHBIX BapuaHTa. 2 MyTanuu BbisBieHbl B reHax ACTN2, MYHG,
RAF1, MYL2. B renax MYPN, NEXN, RBM20, TCAP, TMPO, CACNA1C, RYR2 o0Hapy>keHo
no 1 HykneotunHoMy Bapuanty (Pucynok 2).

10

8

6

4

2

. e w -

LECLOECLIL &I SIS
& &QQ&$@$4<§ g&o@a
S
H natoreHHas u BEPOATHO IMaTOIrCHHAA C HCU3BCCTHBIM KIIMHHYCCKHUM 3HAUYCHHUCM

Pucynok 2. CrekTp TEHOB M XapaKTep NATOICHHOCTH BBISBICHHBIX HYKJICOTHIHBIX
BapHaHTOB y MAaIIEHTOB PAHHETO BO3pacTa ¢ TWIaTaluoOHHbIM (peroturom KMIT

B 3aBucuMocTH OT (DYHKIIMOHAIBHOTO BKJAJa MPOAYKTOB TCHOB B pa3IUYHBIC
KOMIIOHCHTHI KapJIMOMHOITUTOB, a0COJIFOTHOEC OOJIBIIMHCTBO MYTAIlMi BBISBICHO B TCHAX,
KOJHMPYIOIIUX CapKOMepHbIe Oenku (n=26), 4TO corjiacyercsi ¢ pe3yJbTaTaMu OOJBIITMHCTBA
3apyOeKHBIX HWCCIICIOBAaHUNA. Peke BBUIBISUTUCH — HYKJICOTHIHBIC BapHaHTHI B TCHAX,
KOJMPYIONIMX OENKM [UTOCKedeTra (n=7), B TeHaX, MPOAYKThI KOTOPBIX OTBEUAIOT 3a
dbopmupoBanue sapa (N=2), B reHax, KOAUpyommx oenku Z-aucka (N=2), OeJIKu KICTOYHOM
MemOpanbl (N=1), Oenku smepHON MemOpaHbl (n=1) ¥ OeJKHM HOHHBIX KaHaaoB (N=1)
(Pucynok 3). V 9 pgereil OGone3Hb HOcHIIa CEMEHBIM XapakTep, U3 HUX 3 MalUEHTa C
HekoMmakTHOM KMII. CTouT OTMETHTBH, YTO B psje CIydacB 3a00JieBaHUE Y POIAUTEIICH
BBISIBJISUTH TIPU 0OCJICIOBAHUH TIOCTIC BBISBIICHUS CiTydasi 3a00JIeBaHUs Y peOCHKA.

5,00 25% [ 227

5,0%

= Capkomep
= [{utockener
5,0% I
SAnpo
Z-ICK
= Knerounasi MeMOpaHa

= SInepHas memOpaHa

= MloHHbBIC KaHAJIbI

Pucynok 3. PacnpeneneHue NpPOICHTHOTO COOTHOIICHHS BBISIBJICHHBIX HYKJICOTHIHBIX
BApUMAHTOB Yy TMAIMEHTOB paHHETO BoO3pacTa ¢ awiaTanmoHHbIM ¢enotunom KMII B
3aBUCUMOCTH OT (YHKIMOHAJIBHOTO THUIIA MPOJYKTOB T'€HOB B Pa3IMYHBIE KOMIIOHEHTHI
KapJMOMHOLINTA
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Hecmotpss Ha penkocts umemuuyeckod stuonoruu KMII B peTckoil mnomyJisiinuu,
KOpPOHApOTEHHBIM TeHe3 3aloyieBaHusl ObLT MOATBEPXKACH AAHHBIMH MYJIbTUCIUPAIHLHOU
KOMITBIOTEpHON TOMOrpaduu y 4 MalMEeHTOB: B 2-X CIOydyasx HMEIHCh aHAMHECTHYECKHE
yka3zaHusi Ha 0ose3nb KaBacaku, a Takke aHEBpU3Mbl KOPOHAPHBIX apTepuil MO JTaHHBIM
OxoKI', y 2-x pgereit  BbIsIBJICHA HWIUONATHYECKash apTepHalibHasl KalbLM(PUKALUA C
(dhopMUpOBaHHEM OKKIIO3MM KOPOHApHBIX apTepuii. Y Bcex aeteit Ha OKI' BhIABISIHCH
UIIEMUYECKUEe W/WUIM WH(GAPKTONOAOOHbIE W3MEHEHHUs, TaKUM 00pa3oM, UX BbISBICHUE
TpeOyeT MpoBeACHUS YIIyOJIeHHOTO 00CIe0BaHUS.

Y 4 nereil BBIABICHO HapylleHue putma cepaua (y 3 geTtedl — XpOHHUYECKas
CYNpaBEeHTPUKYJISIpHAsT Taxukapausi, y 1 peOeHKa — KelyJouKoBas JKCTpacuctoius V
rpaganuu o Lown), Ha ¢poHe anTuaputTMudeckoil Tepanuu u tepanuu XCH Bo Bcex cimydasx
B TeUeHHE 6 MECSIeB OTMEUYEHAa HOpMAaIM3alUs dXOKapAHOTrpaduuecKuX MokazaTesied, uyTo
MO3BOJIMIIO IMATHOCTUPOBATH APUTMOTEHHYIO TUCPYHKITUIO MUOKAP/IA.

Y 11 mnauweHToB OTMEYaNoch codeTranue nuiatanroHHoro Qenoruna KMIT ¢
BHECEPJICYHBIMU TPOSIBICHUSIMH  ((PEHOTHUIHMYECKHE OCOOEHHOCTH, MYJIbTHCUCTEMHOCTD
nopaxkenus). 3 Hux B 6 ciayyasx HaMu ObUTM JUATHOCTUPOBAHBI BPOXKICHHBIC HAPYIICHUS
oOMEHa BEIIECTB. y 2-X MAlMEHTOB - CUHAPOM baprta, y 2-X nerel - Mmykomnonucaxapuuos |
TAMA, y 2-X MNalMEeHTOB - HEJOCTaTOYHOCTh JJIMHHOLENOYEYHON 3-ruapokcuin-KoA-
JETUPOTEHA3bl KUPHBIX KHUCIOT. Y 3-x gereid ¢ HexkoMmakTHo KMII B coueranuu c
3aIEp)KKOM pa3BUTUSA W DNWIENICUEN JHATHOCTUPOBAH CHUHIApPOM neneunu 1p36. YV 2-x
MAIMEHTOB Ha OCHOBAaHWHU KIMHWYECKON KapTuHbl (couetanne KMII ¢ mporpeccupyromm
CHI)KEHHEM 3pEHHUS, OXUPEHHEM) M 0 pe3yJbTaTaM MOJEKYJISIPHO-TEHETUUECKOrO
WCCJIEIOBAHNS JUArHOCTUPOBAH CHHIPOM AJbcTpema. 3apyOeHBIMH HCCIEAOBATEIIMU
Takke oTMedeHa Bricokas yactota KMII B cTpykType peakoro 3abosieBaHus y AETeH paHHETo
BO3pacTa, TakKuM 00pa3oM, MpH HAIWYUH OCOOCHHOCTEW (PEHOTHNA, MOpPaXEHHs APYTUX
OpPraHOB M CHUCTEM, HEBPOJIOTMYECKOM CHMNOTOMATUKH, KpaWHE BaXXHO HCKIIOYEHUE
HACJICJICTBCHHBIX OOJIE3HEH 0OMEHa, XPOMOCOMHBIX aHOMAJMN YW T€HETHYECKUX CHUHAPOMOB.
Ha ocHoBaHuu pe3ynbTaToB HCCIEAOBaHUS ObLI pa3paboTaH aaroput™ AuQdepeHInanIbHON
JAMArHOCTUKHU MpH JunataumoHHoM ¢eHotune KMII, npeacraBineHHbIN Ha pUCYHKE 4.

¢ dekTHBHOCTH KOMOMHMPOBAHHON MEIMKAMEHTO3HOM Tepanuu XPOHUYECKOM
cepAEeYHOM HEAOCTATOYHOCTH NPH JWJIATANMOHHOM (peHOTHIIE KAPAMOMHUONIATHH Yy AeTel

PaHHero Bo3pacra

OCHOBHBIM KJIIMHMYECKHM TMposiBIeHUEM auiaTtaioHHoro ¢enortuna KMII sBnsercs
cungpom XCH. TIpu onenke craguu XCH no benokons H.A. y 20,8% manneHTOB BbIABICHA
XCH 1 ct, B 46,2% XCH 2A crt., y 23,6% nereit BoisiBnena XCH 2b cr., XCH 3 cr.
nuarHoctupoBaHa B 9,43% cinyuaeB. [Ipu onenke @K XCH y nereil ¢ MOMOIIBIO MIKAJbI
6amnsHOM onieHkr Tspkect K XCH y nmereit mo Ross R.D. (2012 r.) monmydeno cieaytomee
pacnpenenenue: y 35,9% muarnoctuposad [ ®K XCH, y 31,1% - Il ®K XCH, y 28,3% -IlI
OK XCH, y 4,72% - IV ®K XCH.
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Hamu ycTaHOBI€HO CTaTUCTUYECKM 3HAYUMOE pa3juuKe KOJIMYeCcTBa HaOpaHHBIX OasyioB

no wmomudunupoBanHo OammbHoi mmKane ®K XCH mo Ross (2012) mpu mnepBou
TOCIUTATU3ANNA MEXIy MallMeHTaMH C OJaromnpusiTHBIM M HEOJAronpusTHBIM HCXOJO0M, a
TaKKe MEXIy ManueHtamu c yiayuiieHuem ctaguu XCH u manueHTamMu ¢ yxXyauieHHEM
ctaguu XCH B nporecce nuHamuaeckoro Haomoaenus (Tabmuma 1).
Ta6auna 1. CpaBHeHHe KoJMdyecTBa HAOpaHHBIX 0aIOB MO MOAU(MUIKUPOBAHHON OayuIbHOU
mkaie DK XCH mno Ross (2012 r.) mexay mnamdeHTaMd C OJaronmpusTHBIM U
HEOJIaroNpUATHBIM UCXOJAaMH, MEXK]y MallMeHTaMU C YJIy4YlIEHUEM U YXYJIIECHUEM CTaJuu
XCH

I'pynna nauneHTos Me(25;75) CpeﬂHe?;SIiZ‘IIGIII{/II/;e M=o 0
baaronpusitabiit ncxox (N=96) 6 (3;11) 7,10 + 4,37 (6,22-7,98)
Hebnaronpusitasiit ncxonx (N=10) 13 (12;16) 14,11 £ 2,76 (11,99-16,23) <0.001

Yayauerne cramin XCH (n=78) | 6 (3;10) 6,68+ 4,33 (5,7-7,65)
Vxyamenne cragmn XCH (n=18) | 11,5(9;13) 10,6 + 4,09 (8,57-12,64) <000t

CornacHo coBpeMeHHbIM pexkomeHaauusm, npu XCH MeaukameHTO3Has Tepamnus
00s3aTENbHO BKIJIIOYAa€T B C€e€0s HWHTHOUTOPHI AHTMOTEH3MHIpPEBpaIIaromero ¢epmenra
(MAIID), 6etaanpeno-61okaTopsl (BAB), aHTaroOHUCTHI MUHEPATTKOPTUKOUIHBIX PELIENITOPOB
(AMKP), no nokazaHusiM - TUypETUKH, CEpJICUHbIE TIMKO3UAbI. ClleTyeT OTMETUTD, YTO MpHU
aHaNMM3€ HA3HAYCHUs TEpamuu 10 MECTY KHUTEIbCTBA OBUIM BBISIBICHBI OTKJIOHEHUS OT
PEKOMEHIOBAaHHOTO MEPEeUHs 00s3aTeIbHBIX MPENapaToB, He COOMIOIANNCH TePANIEBTUICCKHE
703bI, KpaTHOCTH Tipuema. Jlume 36 nereit (34%) nmomyuamu nAlld, BAB Obutn HazHaueHbBI
Tosbko 17 mammentam (16%), pu 5TOM CcepeUHbIe TIMKO3HU/IbI BOILIU B CXEMY JICUCHHUS B
65% (n=69) cmyuaes, kanuiicOeperatonye AuypeTuku B 63% (n=62), netnessie - B 39,6%
(n=42), Tnazunseie - B 4,7% (n=5) .

[Ipu mepBoii rocnuranu3auuu HazHayanoch jedeHne XCH B 3aBUCHMOCTH OT CTENEHU
TSHKECTH TIOPAXKEHUS Cep/ilia, OIIEHNBAEMON IO COBOKYMTHOCTU KIMHUYECKUX, JTAOOPATOPHBIX
U HWHCTPYMEHTAIBHBIX JIaHHBIX, B COOTBETCTBUHM C POCCHHUCKUMU U 3apyOeKHBIMU
KJIMHUYECKUMU pekoMmeHaanusMu no JieueHuto XCH y nereit. Tepanus Bxiroyana uAllD,
BAb, AMKP, nauypetruku, cepaeuHblii riauko3ua. TutpoBanwe 103 HAII® u BADB
MPOBOJMIIOCH MO pa3paboTaHHON Hamu cxeme (Tabmuia 2), mo3BONMBIIEH OBICTPO TOCTHYD
TEepaneBTUYECKOM J103bl U U30ekaTh MOOOUYHBIX 3(PPekToB, Takux Kak cHkeHnne YCC u A/l
HNAII® Obun Ha3HAYCHBI BCEM TMAIMEHTaAM B KadyecTBE Oa3WMCHOM Tepamuu CepiAcHHON
HenoctatouHocTh. BAB npumensiuce y 97,1% nanuentoB 3-ii rpynmbsl U 6osiee yeM y 80%
nered w3 1-i U 2-i1 rpynmel. B 3aBUCHMOCTH OT BBIP@XKEHHOCTH 3aCTOMHBIX SIBICHUU H
creiein XCH Ha3Hayanach MOYEroHHas Te€panus: NaudeHTam |-i rpynmsl, Kak IpaBuio,
ObLIa MPOJOJDKEHA Tepamnus MpenaparoM W3 TPyNHibl THA3UAHBIX AUYpPeTUKOB (34,2%) nubo
topacemuaioM (13,1%), B 26,2% Obla mpoAoskeHa Tepanus QypoceMuaoM, AeTH u3 2-i
TPYIIIBI Yallle HYKAAJTUCh B HA3HAYEHUH WIHM NPOJOJIKEHUH JICUCHHUS METIEBbIM JTUYPETUKOM
dbypocemusiom (75,6%), Bce maumeHThl 3-i rpymnmbel noiayyanud ¢ypocemun. CepaeyHbli
TJIMKO3U]] AUTOKCUH ObUT Ha3HAa4YeH BceM marueHnTtam 3-it rpynmsl, 75% u 42% nereit 2-ii u 1-



14

Y TPYNIIBI COOTBETCTBEHHO.
Ta6auna 2. Pazpaborannas cxema TUTpoBaHus 1036l OCHOBHBIX HAII® nu BADB nipu neuennun
XCHy  gereil paHHero Bo3pacra

[Ipenapat Jo3a npenapara, MI/Kr/cyT
1 | 2-4 | 34t | 441 | 5% | 6-it | 7-01 | 8-t | 9+t | 10-1 | 11-i1 | 12-i1 | 13-t
JIeHb | JICHb | JICHb | I€Hb | IeHb | ACHb | ACHb | ACHb | ICHb | ACHb | ACHb | J€Hb | NICHb
uAlld 0,1- 0,3 0,6 1,2 1,6 1,8 2,2
kantonpuin | 0,2
nAIllD 0,05 0,1 0,2 0,3 0,4 0,5
SHATATPIIT
FAB 0,1 0,2 0,4 0,6 0,8 1
KapBeAMION
BAB 0,05 0,1 0,15 0,2 0,25 0,3
Orcomnpoon

Kommnekcnass wmeaukamento3Has Ttepanuss XCH npoaemoHcTpupoBajia  BBICOKYIO
3¢ ()EeKTUBHOCTH Y OOJBIIMHCTBA MAIIMEHTOB KAaK B BUJE YJIyUIICHUS KIMHUYECKOTO CTaTyca,
ymenbiienus: nposisneanid XCH wu ynyumennss @K XCH (Tabnwma 3), Tak U B BHIC
YIIy4IICHHs TIOKa3aTenei 1abopaTopHO-MHCTPYMEHTAIBHOTO 00CIeI0OBaHUS.

Tadommua 3. [furamuka @K XCH mo Ross cpean manueHTOB, MpOI0DKUBIITNX HAOIOICHHE,
yepe3 6 MecALeB OT Havalla TEpanuu

T el TS m T T e 95

Aobc. % Aobc. % Abc. % Abc. %

OK ymyummics 0 0 21 75 18 64,3 39 41,9
O®K 0e3 uzmenenuit 37 100 6 214 10 35,7 53 57
OK yxynmmics 0 0 1 3,6 0 0 1 1,07

Ha ¢one Ttepamuu BO Bcex TIpymmax OTMEUAJIOCh YIy4YIIEHHE  COKPATUTEIHHOU
CIIOCOOHOCTH JIEBOTO JKEIyJ04YKa, OOpaTHOE pa3BUTHE PEMOJEIIMPOBAHHUS JIEBBIX IMOJIOCTEH
cepana mo aaHHbIM dxokapauorpaduu (Tadnwma 4). CTouT OTMETHTH, 4TO B 1-if M 2-i
rpymnmnax ¢paxims Beiopoca (PB) JIXK npomomkana yBennduBaThCs B TCUCHHUE BCETO TIEPHO/IA
HaOJIOICHNSI, y TALMEHTOB 3-W TpyNIbl OHA OCTaBajach BECh MEPUOJ HaOIIOJCHUS
3HAQUUTEIBHO HWXKE, YEM Yy ManueHToB 1- u 2-i rpynn. CTaTUCTUYECKH 3HAYMMOE
yMEHbIIIEHHEe Z-SCOre KoHeuHo-auactoiuueckoro pasmepa (KIP) JIXK ormeueHo BO Bcex
rpymnmnax yepe3 6 MeCsLEeB MOCIE MEPBOM MOCHUTAIN3ALNN, OJHAKO B 3-i TpyNIle MOKa3aTelb
OCTaBaJICS YBEIWYCHHBIM Ha TMPOTSHKCHWHM BCETO Tepuoja HaOMoJaeHus, Kak u Z-Score
pa3mepa neBoro npeacepaus (JII1). JJanusie pe3yabTaTbl MOTYT OBITH OOYCIOBIEHBI UCXOIHO
0oJiee TSKEIbIM XapaKTePOM MOPAKEHUS CEpJilla U MPOTrPECCUPYIOLIUM TeUeHUEM OO0JIE3HU Y
MAalMEeHTOB 3-i TPYyMIIbI.

[Ipu nunamuyeckom HaOmogenun y 37 (34,9%) npereit jAoCTUrHyTa MOJHAs
HOpMaM3alusl dXoKapAuorpadpuyeckux rMokasareneld, Haubojiee YacTo Cpelu MAlUEHTOB C
ucxonuo I u II ®K XCH, kak mpaBuno, B TeueHue 1-ro roma nedenus (Tabmuma 5).



Tab6aumna 4. [Tokazarenu IxoKI™ Me (25,75 neprieHTHIIb) y MalMEHTOB ¢ AuaaTaiinoHHbIM GeHoturnom KMIT Ha MomeHT

MIEPBUYHON FOCTIMTAIM3AINA U B TUHAMUKE
[Mpumeuanue: *p <0,05 ** p=0,001 ***p<0,001

1-s rpymma (I ®K XCH)

2-s rpynma (I ®K XCH)

3-s rpynma (III-IV ®K XCH)

ITokaza
TCHb Ucx. | 6 mec. | 1tong | 3roma | Snmer | MUcx. 6Mec | lron | 3roma | Snmer | Ucx. | 6 mec. | 1romg | 3roma | 5 mer
Z-score | 2,9 1,505 1,84 1,41 1,92 4,24 3,55 2,61 1,11 1,68 6,885 | 6,52 5,77 4,72 4,21
KJIP (2,16; (0,72; | (0,8; (0,95; |(0,89; | (2,66; |(1,25; |(0,94;3 |(0,5;2, | (0,67;2 | (5,63;8 | (4,24;7 | (3,76;7 | (3,17;6 | (2,21;
JOK 4,29) 2,43) 2,61) 2,02) 2,53) 5,81) 4,58) ,94) 77) ,44) ,74) ,8) ,18) 21) 5,58)
skkk skkk skksk kk % skkk kksk skkk * * skkk skkk
Z-score | 0,71 0,44 0,43 0,83 0,76 1,315 |0,98 0,7 0,97 1,45 3,04 2,99 2,69 2,22 3,48
pasmep | (0,05;1 | (-0,82; | (-0,08; | (-0,01; | (0,67; | (0,365; | (0,46; | (0,05;0 | (0,63;2 | (0,92;1 | (1,28;4 | (2,29;3 | (2,12;3 | (0,53;2 | (1,42;
o JIIT |,23) 1,33) 1,33) 1,27) 1,61) 2,535) | .,84) ,54) ,1) ,79) ,09) ,84) ,52) ,68) 4,53)
*
OB, % | 44 49,5 52 53 58,5 38 48 48,5 50 55 25 31 33,5 42 36
(40;52) | (4560 | (49,5, | (47,5, | (49,5; | (28,75; | (35; (38,25; | (44,62 | (49,75; | (24;36 | (25;39 | (30;45 | (33;52 | (31;54
) 59) 63,5) 64,25) | 45,25) | 54) 56,25) |) 60,25) |) )* ) ) )
ke skksk skksk skksk k kkck skksk kk skksk skekk

Ta6auna 5. Cpoku HOpMaIU3alUuu HX0KapauorpadpuyecKux napaMmeTpoB B 3aBucumoctu oT ucxognoro ®K XCH

Jimrensrocrs | 1 @K XCH (n=38) | 11 ®K XCH (n=33) HI'“(/nf;;(CH Beero (n=106)
HAGmOzeHHs Abc. % Aée. % Aée. % Abc. %
6 MecAIIeB 11 28,9 6 18,2 3 8,6 20 18,9
1 rox 1 2,6 4 12,1 1 2,9 6 5,7
3 roza 3 7,9 3 9,1 1 2,9 7 6,6
5 net 0 0 3 9,1 1 2,9 4 3,8

Gt
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[lonydyeHHble HaMHM JaHHBIE COIVIACYIOTCS C pe3yJbTaTaMu MEIUATPUIECKOTO
amepukanckoro peructpa KMII (Singh R., 2017) u ¢ pe3ynbpraramu aBCTPaIHHCKOTO
nonyJisiuOHHOTO HccnenoBanus cpenu aereit ¢ KMII (Alexander P., 2013).

CrouT OTMETHUTH, YTO B YaCTU CiIy4yaeB Iocjie HopManuzauuu pazmepa JDK u ero
COKPATUTENIbHOM CIIOCOOHOCTH BHOBH OTMEYANIOCh pemoienupoBanue JIK, cBunerenscTBys o
HE00XOAMMOCTHU JUTUTETBHOTO JIMCITAHCEPHOT O HaOJIIOACHHUSL. YMeHbLIeHNE
kapauoTopanbHoro unaekca (KTHU) ormeuanock Bo Becex rpynnax: B 1-if rpynme yxe uepes 1
roJi Mociie Havyaja Tepanuu, y AeTei 2-il u 3-il rpynnsl CnycTs 3 rofa Mocjie Hayala TeparuH.
CraTUCTUYECKHM 3HAYMMOE CHW)KEHHE YPOBHS J1a0OpaTOPHOIO MapKepa cepaeyHoOu
HegoctatouHoctd NT-proBNP peructpupoBanock uepes 6 MecsleB OT Hayayia Tepanuu B 1-ii
u 3-i1 rpynnax (p< 0,05 u p=0,001 cooTBeTCTBEHHO), y MAIMEHTOB 2-i1 Tpynmbl — Yepe3 1 rox
nocie Havana tepanuu (p=0,001). IlomyueHHble HaMM JaHHBIE KOPPEIHUPYIOT C
OOJBIIMHCTBOM 3apyO€KHBIX MCCIEIOBAHUM, MOCBSIICHHBIX H3YYCHHUIO TUIATAIIMOHHOTO
¢denotuna KMII y nerei.

P PeKTUBHOCTH CepIeYHOIl PECHHXPOHU3UPYIOIIEH Tepanun y JeTeid paHHero Bo3pacra
¢ IMJIATAMOHHBIM (PEHOTHIIOM KAPAMOMHONATHH

Cpenu oOmiero konuyecTBa nauuMeHToB y 12 nmeredt mo naHHeiM OXOKI' oTmeuanoch
ACMHXPOHHOE JABWKeHHE CcTeHOK JDK pa3nuuHOil cTerneHn BbIpaXeHHOCTH. Y Bcex 12
MAlMEHTOB OTMEYAJIUCh HAPYUIECHUS BHYTPHKEIIYJOYKOBON MPOBOAMMOCTH PA3HOUM CTENEHU
BBIPDAXKEHHOCTH, Y 4 JeTell perucrpupoBajiach MojHas OJIOKajla JIEBOM HOXKM IMydka ['uca
(IIBJIHIIT) ¢ npomomxurenbHOCThIO KoMmIuiekca QRS Gonee 120 mc. ITo manabiM Dx0oKI
nMeso Mecto pemonenupoBanre JIK ¢ BBIpaKEHHBIM CHM)KEHUEM COKPATUTEIIBHOM
crocoOHOCTH MHOKapa, B nojoBuHe ciiydaeB OB JIK cocraBuna menee 30%.

Bcem nmetsm mipu mepBoii rocnmTanu3anyy Oblia Ha3HaueHa KoMIiekcHas teparms XCH,
B 7 ciy4asix Ha (JOHE MEIUKaMEHTO3HON Tepamuu CIyCTs MOJroja HaOMIOAEHUS OTMEYEHO
yMeHbIIIeHHEe KiInHnYecknx cumntomoB XCH, cootBerctBys 2A-1 cragum, oOpaTHOe
pazButue pemonenupoBanus Muokapaa u noseiieHne OB JIDK, ymenpmienne KTU wu
cHmxenue yposHst NT-proBNP.

Y 5 namuentoB Ha ¢GOHE MEAMKAMEHTO3HOM Tepanmuu COXPAHSIIMCHh BBIPAKEHHBIC
cumntombl XCH, cootBerctBys II-IV ®K XCH mno Ross, He oTMeuanock 0OpaTHOro
pemoaenupoBanus nojoct JIK nmu6o, HAMPOTHB, PETUCTPUPOBATIOCH HApACTAHUE TUIATAIIHH
JDK, BbIpakeHHOE COXPaHIOCh CHH)KEHHE COKpATHTENbHOM criocoOHOocTH MHOKapaa ¢ OB
JDK < 35-40% (Tabnwua 6).

ITo OKT' y 4-x u3 Hux ormeudanach mopgosorus [IBJIHIIT ¢ mmpoxkum kommiekcom QRS
ot 130 mo 170 mc. ¥ 1 pebenka mmpuHa komruiekca QRS cocraBuna 100 Mc, ogHako B
JAHHOM CJIy4yae MOKa3aHWEM K MMIUIAaHTAlUU 3JIETKPOKAPAUOCTUMYJIATOPA SIBJISJICS CUHAPOM
c1ab0CTH CHHYCOBOTO y371a C MPEACUHKONAIbHBIMU cocTOsHUsIMH. (CoueTraHue HTHUX
KpUTEpPHUEB SBWIOCH MOKa3aHueM K mnpoBeneHuto CPT, koropas Obuia mpoBejeHa ACTSIM B
Bo3pacte oT 1 roga 10 mecsueB o 4 ner 11 mecsueB, BO BCEX CiIyyasx XUPYpPruyeckoe
BMELIATEIHCTBO MPOLLIO 0€3 OCI0KHEHUH.
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Tadmamua 6. [TokazaTenu oOciae0BaHUs MAITUEHTOB 70 U mocie mpoeaeHus CPT

i JlaBneHue B
OK XCH NT-proBNP, HenocrarounocThb cucreme JIA, KTU, %
T/ MII MK, crT.
ITamuent MM PT.CT.
Ho | Coycts o Coycrs Ho Cnycrs | Ho | Coycra | Ho | Coycrs
CPT | 1rog CPT 1 rox CPT 1 rox CPT lrog | CPT | 1roxn
4 1 I 3654 258 2 0 34 22 177 63
5 1 I 2122 52 3-4 1-2 43 20 66 53
7 I I 5673 239 1 0-1 H/1 25 70 61
1| My Her | Her 2 01 | 48 | 20 | 70 | 54
v NAHHBIX | JAaHHBIX
12 m | Her | Her 2 1 8 | 25 | 65 | 58
IAHHBIX | JaHHBIX

[Tocne nposepenuss CPT y Bcex mnanMeHTOB cmycTss 3-6 MECSUEB  yMEHBIIWIIACh
BbIpaxkeHHOCTh cumnToMoB XCH, cootBerctByst [-1I ®K XCH, oTMe4YeHO 3HAYHMMOE
CHWKEHUE YPOBHS NT-proBNP, yMeHblienne nokazarenss KTWM no nmanHbIM
pentrenorpaduu, mo gaaaeIM OXOKI' ymensimenue Z-score JIK, Z-score JIII, moBeimeHue
®B JIK (PucyHok 5), yMcHbIIICHHE pPErypruTaluid Ha aTPHOBEHTPHUKYJSPHBIX KIIANaHaX,
KYIIUPOBAHUE JIETOYHOUN TMIIEPTEH3UU.

Ilocne mpoBeneHUss BMEMIATENHCTBA BCE JETH IMPOAOJDKAIM MOJy4aTh KOMILIEKCHYIO
MeIuKaMeHTO3Hyr Tepanmuio XCH, mo Mepe yiaydlmieHHs MOapamMeTpoB KIHWHUKO-
WHCTPYMEHTAIILHOTO 00CJeI0OBaHus OblJla YMEHbIIIEHA MEIMKaMEHTO3HAsl Harpy3Ka: CIyCTS
6-12 mecsitieB BO BceX CIy4asiX OTMEHEHBI TUTOKCUH U MOYETOHHASI TEPATTHS.

= 0,
Z-score KJIP JTK Z-score JIII @B JIXK,%

12

6
10 \ 5 \ 60 //‘
4 55
8 ——_~4 3 50
_ @ \\ 45
° 2 - 40
4 N 1 S 35
2 —0—— 0 \ gg
0 1 MHcxonno Ha pone  Ilocne B 20
Hcxonno Ha done  ITocie B reparmm - CPT - mamnke Hcxomno Ha pone  Tlocne B
1o CPT
tepamun  CPT  juHamuke tepanuu  CPT  junamuke
no CPT === [Jaruent 4 IMaruent 5 7o CPT
[Tarment 7 [Taruent 11
ITanumenr 12

Pucynok 5. OcHoBubie nokazatenu IOxoKI' y nauuentos, nepenecunx CPT

CPT umena makcumanbhblii 3pdext y 3-x mauuentoB ¢ KMII na done IIBJIHIIL, y
KOTOpbIX ObUTM KynupoBaHbl cuMmntoMbl XCH, 3apeructpupoBana HopMaau3alus pa3MepoB
MOJIOCTEN cepJilla U COKpPaTUTENbHON (QYHKIIMM MHOKapJa. B cooTBeTCTBUM C pe3yJsibTaTaMu
3apyOEKHBIX UCCIEAOBAHMM, Y JAHHBIX MAIMEHTOB BBISABICHHBIN MUPOKUN KoMIUIeKC QRS,
acCMHXpOHHOE cokparieHue creHok JIDK, Hu3kas cokparutenbHas cnocooHocTh JIK, BeicOokuit
®K XCH sBasnuch noka3zanueM k npoeaeHuio CPT u o6ycnosmimm ee 3¢ HeKTHUBHOCTD.

Takum oOpa3om, mpu mwiatannoHHOM ¢denotune KMII, pa3BuBmmMcs BceleacTBUE
HapyIlIeHUs MTPOBEAECHUS B MUOKApAE U COIYTCTBYIOLIETO 3TOMY COCTOSIHHIO ACHHXPOHHOMY
nerxeHuto cteHok JDOK, CPT npoaemMoHCTprpoBaiia 3HAUUTEIbHYIO 3P (HEKTUBHOCTH 3a CUET
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HOPMaJIU3alKU 3JIEKTPOMEXAHUYECKOTO MMAaTTepHAa aKTUBALMM MHUOKApAa, YTO IMPUBOIAUT K
oOpaTHOMY pPa3BUTHIO PEMOJICTMPOBAHUS MHOKap/a W YIYYIICHHIO €ro KOHTPaKTHIbHON
GyHKUIUU.
Pe3yabTaThl XMPpYPru4ecKoro Jie4eHusi MUTPAJIbHOM HEJOCTATOYHOCTH NPH
AUJIATAIUOHHOM (PEHOTHIIE KAPAHMOMHOINIATHH Y JIeTeil pAaHHero Bo3pacra

B namewm uccinegoBanuu y 12 manpeHTOB UCXOJHO PETHCTPUPOBAIACH TSXKEJIAs CTENEHb
HegocrarouHoctd MK. YV 4-x nereit Ha (oHe onTHUMabHOW MEAMKAMEHTO3HOHW Teparuu
coxpaHssiuch  BhIpakeHHble  cumnTombl  XCH, cootBerctByst III-IV ~ ®K 1o
MoauduimpoBanHoi mkane Ross (2012), Beicokuii ypoBeHb NT-proBNP (ot 3709 no 25789
nr/mi), Hapactana kapawomeranus mo gaHHbiM peHTreHa OI'K (KTU mepen omepanueii
cocTtaBui oT 66 10 81%), peructpupoBanacek BeipakeHHas auiatanus JOK ¢ Z-score ot 5,66
no 7,4, neas arpuomeraius ¢ Z-score oT 4,5 mo 7,5, 4TO MOTPeOOBANIO MPOBEICHUS
XUPYPTUYECKOTO JICYEHUS MHUTPAIbHOM HejocTtarodHocTd. B 1 cioyuae Obuta mpoBeneHa
moBHasa aHHyjnomiactuka MK, y 3 nmereil BoinonHeHo npoTe3upoBanne MK MexaHnueckum

MPOTE30M.
NT-proBNP, ir/mn Z-score JIIT
45000 8
40000 ;
35000 6 ® N\
30000 :
25000
20000 4
15000 e=@==[anueHT 3
10000 1 2 9
5000 ’\ 2Hau14eHT 1
0 TTaruent 0
Hcxomnno  Ilepen Ilocne B 3 Uexomio Tepen ocne B nHace
onepatieil onepaitin AHaMIIke Tamaenr omepaimeii  omepaium
4
Z-score KJIP JIDK
10 A ®B JIXK, %
8 - 50
6 N 40 »
X e 30 /
2 20 — gl
° 10
toxomo e Hlocue b Hcxonno Ilepen Ilocne B nunamuke

omepanueil onepanuu IUMHAMUKE onepaimeii  onepamy

Pucynok 6. Ilokazarenn mabopaTOpPHO-MHCTPYMEHTAIHHOTO HCCICAOBAHMS TAIIMEHTOB B
JUHAMHKE JI0 U MOCII€ KOPPEKIIMU MUTPATbHOM HETOCTATOYHOCTH

[Tocne mpoBeneHuss XUpypruyeckor KOppeKuuu y | manuenTa coXpaHsiauch BbIPAXKEHHBIE
CUMIITOMBI CEpPJICYHON HEJAOCTAaTOYHOCTH, B Bo3pacTe 11 MecsleB HAcTyNWil JIETAJIbHBIN
ucxon. Y 3 nereii Ha (hOHE YMEHBIIICHUS CTETICHH MUTPAIHHOM HEIOCTATOYHOCTH JI0 JIETKOM
OTMEYAJIOCh BBIPAXKEHHOE YIYUYLIEHHWE KaK KIMHUYECKOIO CTaryca B BHUJAEC YMEHBUICHUS
cumntomoB 3acToiiHoi XCH, Tak u 1abopaTopHO-MHCTPYMEHTAIBHBIX MapaMeTPOB B BHJIC
CHWKEHHUS CBhIBOPOTOYHOM KOHLEHTpauuu NT-proBNP, no panaeim OxoKI' ormedeHo
yMmenblienue Z-score KJIP JIK, ymenbmienue pazmepos JIII. @B JIK nocne onepatuBHOrO
JIeYeHUsl yBEIMYWIACh B 2-X CIyyasX, OJHAKO 3a Mepuoj HAOIIOJEHHs y BCEX MAlUEHTOB
COXpaHSIETCSl CHIDKEHHE COKpaTUTEIbHON crmocoOHocTH Muokapaa (Pucynok 6). Bece nmerm
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MpOJI0JDKaOT noiydath tepanuio XCH, onHako npu IUHaMUYECKOM HaOJIOJIEHUU 10 Mepe
KynupoBanusi  cumntoMoB  XCH  w  ynyumenus — mokaszatened  jgabopaTopHo-
MHCTPYMEHTAILHOTO OOCNEIOBaHUS UM  yAaJOCh MUHUMHU3HPOBATH JAUYPETHUECKYIO
TEparnuio, B 2-X Clyyasix CIyCTs 2 rojia Mocje BMEIIaTeNbCTBA ObLI OTMEHEH JTUTOKCHH.

Takum o00pa3oM, xupypruyeckas Koppekuus HemoctaroyHoctd MK y mamueHToB C
munataidoHHeIM - peHoTturnnioM KMIIT 1mo3BosisieT yMEHBLUIWTh CTENEHb PEMOJCIMPOBAHUS
JIEBBIX OTHEJIOB CEpPJAlA, CHU3UTHh BBIPAKEHHOCTh 3AaCTOMHBIX SIBJIEHUI B MalloM Kpyre
KpOBOOOpAIIIEHHS, YTO COMPOBOXKAACTCS  YJyYIIEHHEM KIMHUYECKOTO cTaryca U
3aMEIJICHUEM INPOrpeccupoBaHus 3a00JeBaHus. Y TMAlKUEHTOB B HAIllEM HCCIEI0BaHUU
XUPYPruuecKkoe BOCCTaHOBIEHHE 3amupaTenbHoil ¢Qynkumn MK B 3-x  cioywasx
CIIOCOOCTBOBAJI0O YMEHBIIIEHHIO cTereHn pemoaenupoBanus JIDK u oOvema JIII, dtO
MO3BOJIWJIO CHU3UTh BBIpaXEHHOCTh cuMIToMOB XCH M mpenoTBpaTUTh HEOIArOnpUsITHBINA
MCXOJl, OIHAKO HE MPHUBEIO K MOJTHOW HOpMaU3alui Mop(podyHKIIMOHATIBHBIX MapaMeTPOB
cepaua. 3apyOexxHbie aBTOPHI TakXKe MpeiaraloT pacCMaTpuBaTh XUPYPrHUECKOE JICUCHUE
MUTpPaJIbHOW HEAOCTATOYHOCTH mpu aunaraumoHHoM ¢enorune KMII B kadectBe
MaJUIMaTUBHON MIPOLIEYPhI, MO3BOJIAIONMICH 3aMEINIUTh MTPOTrPECCUPOBAHNE 3a00JICBAHHSL.

AHaJIM3 BbIKMBAEMOCTH U MPEJUKTOPOB HCXO0/I0B NPH IWJIATAIIMOHHOM (heHOTHIIE
KAapAUOMHUONIATHH Yy JeTeil ¢ 1e00TOM B paHHEM Bo3pacTe

[To naHHBIM CTATUCTUYECKOIO aHAM3a OJHOJIETHSSI BBDKMBAEMOCTh MAIIMEHTOB B HAIIEM
uccaegopannu cocraBuiia 93,08+2,75%, naruneTHss BeDKHUBaeMoOCTh - 82,2+5,8%. Yacrora
HeOJIarompuATHBIX HCXOJIOB 3a BeCh Iepuoj HaOmoaeHus coctaBmwia 9,4% (n=10): 9
JIETAIbHBIX UCXOJIOB U 1 TpaHCIIaHTalus cepiia. BepKMBaeMOCTh MalMEHTOB 3aBUCENA OT
ucxognoit Tspkectn XCH: nambonee wacto HeOIarompusTHBIE HCXOIbl OTMEYAIUCH Y
namueHToB ¢ ucxoaHo I'V @K XCH, pexe ¢ III ®K XCH.

Cpennuil Bo3pacT AeTeil HAa MOMEHT HEOJaronpusiTHOrO MCXoja cocTaBui 33 mecsua,
cpenHee Bpemsi HAOMIOJCHUS B HaIllEM IIEHTPE COCTaBUIIO 22 Mecana. Y 4-X cpelud yMepIInx
MAIMEHTOB TUArHOCTUPOBaH auinataiinoHHbii penotun KMII nanomaruueckoro renesa, y 1-
ro — cemeriHas popma KMII, 4-m netsm BoicTaBiieH auarHo3 HekommnakTHo KMII. Ognomy
n3 naureHToB ¢ HekommakTtHoW KMII  mmarnoctupoBan cuHzapom bapta, 4to sSIBUIIOCH
orsiryaroliuM (poHomM B TedeHHH Ooze3Hu. IlanmeHTt, kKoTopoMy B Bo3pacte 6 Jer Obuia
nposeaena TC, HaGmrogancs ¢ 3-x MecsieB ¢ HekoMmmakTHOW KMIT.

[Ipu cpaBHEHUU CpeTHUX 3HAYEHUN UYMCIOBBIX XapAKTEPUCTUK MALMEHTOB U3 TPYIIIBI C
ONaronpusaATHBIM W HeOmaronpusTHbIM ucxoAoM (Tabnuma 7) BBISIBACHO, 4YTO MpHU
KJIIMHAYECKOM OCMOTpE cCTaTtucTudeckn 3Hauumo pasmmyannch YJ u UCC, uro
JEMOHCTpUpYET Oojee HEONaronpusaTHOE TEeueHHWE 3a00JieBaHMA Yy TMALUEHTOB C
BBIDQKEHHBIMA ~ CHMITOMAamMu  CEpPACYHOM  HemocTtaroyHocTH. Cpenw  mapaMmeTpoB
71a00paTOPHO-UHCTPYMEHTAILHOTO OOCJIEIOBaHMs TMAIlMEHTOB B IMEPBYIO T'OCHUTAIN3ALINIO
CTAaTUCTUYECKU 3HaUMMO paznuyaics ypoBeHb NT-proBNP, Bemmumna KTU, Z-score K/IP
JOK u ®B JDK. Ilpm npoBeaeHHHM CTaTHCTUYECKOTO aHajiv3a BbISIBICHBI KPUTEPUU
HEOJIarompusATHOTO MPOTHO3a Npu aunatanoHHoM (enotune KMII ¢ nebrotom 3aboneBanus
B panHeM Bo3pacTte (Tabnuua 8).
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Tadmmna 7. CpenHee 3HAYEHHE YMCIOBBIX IAPaMETPOB KIMHUKO-HHCTPYMEHTAIBHOIO
oOcie1oBaHMs MAIMEHTOB ¢ OJaronpUsTHBIM U HEOIArONPUATHBIM UCXO0J0M 3a00JI€BaHUS

Xapaxreprcrixa bnaronpustaeiii | HebmaronpustHbIi 0
ucxon (n=96) ucxox (n=10)

YCC B MUH B TIEPBYIO TOCITUTAIH3AIIIO 128,23 146,89 <0,001
Y/l B MUH B TIEPBYIO TOCITUTAITH3AIIHIO 36,82 53 <0,001
NT-proBNP nir/mi B epBy0 TOCIUATATU3AIIIO 3206,91 11271,22 <0,001

KTH B nepByr0 rociuTain3amuio 62,06 68,00 0,01
®B (%)B nepBy0 roCIUTAIH3AINIO 38,92 23,11 <0,001

Z-score KJIP JIXK B epByI0 roCIUTAIIH3AIIIO 4,58 6,80 0,01

Cpezu/l KIIMHUKO-aHAMHCCTHUYCCKUX JAaHHBIX C He6HaFOHpI/IHTHBIM HCXOJO0M ObLTH

aCCOIMUPOBAHBI  MOTPEOHOCTh B HEO0OXOIUMOCTh

9pe330HAOBOTO KOPMIJICHUS, CHUKCHHAS JABUIATCIIbHAA AKTHBHOCTH, OABIIIKA C BTAXKCHHUCM

KapAUOTOHUYECKON  MOJJEPKKE,
MEXpeOepHBIX MPOMEXKYTKOB, (HOPMHUPOBAHUE CepACYHOro ropda B neOrOTEe 3a00JICBaHUA.
Takum oOpa3om, neTH c Hawboyiee BBIPAKEHHBIMA CHMIITOMAMH HEIOCTATOYHOCTHU
KpOBOOOpAIICHHUs YKEe Ha paHHUX CTAUsAX 3a00JI€BaHUs MPEICTABIAIOT COOOM IPyIINy pUCKa
0 JICTAILHOMY UCXOJY.

Taéimuma 8. OTHOLIEHHE MIAHCOB BO3MOXKHOTO HEONArompusTHOTO HCXOJa IMpH
nunatarronHoM penotune KMII ¢ neGrorom 3aboeBanus B paHHEM BO3pacTe

OTtHo1ICeHHE
XapakTepucTuka IIIaHCOB p
(95% 11N)
[ToTpebHOCT B KapAUOTOHUKAX B Ae0r0TE 3a00IeBaHUS 4,35 (0,94-20,14) 0,04
HeobxonuMocTh upe330H10BOT0 MUTaHUs B AeOr0Te 3a00IeBaHUS 4.4 (0,87-22,25) 0,05
CHIXEHNE IBUTATENILHON aKTUBHOCTH B 1e0I0TE 3a00JIEBAHU 5,46 (1,27-23,45) 0,01
dopmupoBaHue cepIeuHOro ropda B 1e0r0Te 3a00IeBaHUs 7,82 (1,53-39,87) <0,001
Oppllika ¢ BTSDKEHUEM MeXpeOepHBbIX IPOMEXKYTKOB B 1€0r0Te 5,56 (1,16-26,57) 0,01
3a00JIeBaHUS
HM JDK o gaaaemm DxoKT 3,54 (0,83-15,05) 0,05
HMK 4 crenenu no ganaeiM IxoKI' B nebrote 3a001eBanus 4,89 (1,04-22,95) 0,02
ITosbimenne pasiaeHus B cucteme JIA mo 9xoKI' B nebrote 4,52 (0,54-37,62) 0,03
3a00JIeBaHUS
KenynoukoBas aputmus 5 rpaganuu mo Lown B gebrote 4,37 (1,05-18,19) 0,03
3a00JIeBaHUS

Cpenu gaHHBIX J1a00PaTOPHO-UHCTPYMEHTAILHOTO 00CIe0BaHNUS BbISIBICHBI CIIEAYIOIINE

MPEAUKTOPbl  HEOJNAaronpuaTHOTO HCX0/Aa. BrisgBisiemas 10 JaHHBIM — XOJTEPOBCKOIO
MouuTopupoBanus IKI' xxenynoukoBast aputMus S5 rpaganuu no Lown Oblia accolMMpoBaHa
C BBICOKMM PHCKOM HEOJIarompusTHOTO HCXO/a, 3a cYeT ycyryOneHus
reMOJMHAMHUYECKUX ¢done cepana.
AXOKapAuOrpaduueckux OCOOECHHOCTEH OCHOBHBIMH HEOJaronpUsTHBIMU  KPUTEPHUSIMU

ABJIIJIMCh HAJIMYHMEC HCKOMITIAKTHOI'O MHOKapaa .H}K, TOTaJIbHAA MUTpPaAJIbHAA HCAOCTATOYHOCTD

BEPOATHO,

HapylUICHU  Ha HapylIEHHUs pUTMa Cpenu

Y TIOBBIIICHHE JIABJICHUS B CUCTEME JIETOYHOM apTepuH, BBIABIIIEMbIE B J1Ie0I0TE 3a00I€BaHUS.
Cxoue pe3ynbTaThl MOJIy4YeHbl B OOJIBIIMHCTBE 3apyOeKHBIX UCCIIEIOBAHUM.
Takum 00pa3oM, BBDKMBA€MOCTb IMALMEHTOB PAHHETO BO3pacTa C AUJIATAIMOHHBIM
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¢enotuniom KMII 3aBUCUT Kak OT 3THOJOTMU OOJE3HH, TaK U OT HMCXOJHOU TSKECTU
COCTOSIHUS, IIPU 3TOM CTENIEHb BBIPAKEHHOCTH PEMOJEINPOBAHNSI MUOKAP1a U CHUKEHHUS €TI0
COKPATUTENIbHON CIOCOOHOCTH, HAJIMYUE JIETOYHOM TUIEPTEH3UHU, TOTAIbHOM MUTpaIbHOU
HEJIOCTAaTOYHOCTH M TSDKEJBIX JKEIYyJOYKOBBIX HApyIIEHUH PUTMA MOTYT YKa3blBaThb Ha
BBICOKYIO BEpOSITHOCTh HEOJArOmpHUsITHOTO HMCXO0Ja U HEOOXOAMMOCTb YCWJICHHS Teparuu
00 paHHEH MOCTAaHOBKH Ha JIUCT OXKUIAAHUS TPAHCILIAHTALMU CEPLIA.

Ha ocHoBanuu pe3yibTaToB MPOBEIEHHOTO MCCIEI0BaHUS pa3padoTaHa cxema JICUCHHUS
JIeTeil paHHero Bo3pacrta ¢ muiaranuoHHbIM penotunom KMII, npeacraBiennas Ha pucyHke
7.

e ™
JAnjaTaunoHHbIN (eHOTHII KAPAUOMHUONATHH Yy JIeTell pAHHEr0 BO3pacTa
L J
\ 4 \ 4 A4
4 ) 4 N
JlnypeTuku HAII® no pazpaGoTaHHOi cxeMe TUTPOBAHMSA J03bI
Jurokcux
1pu BAB 1o pa3pa6oraHHoii cxeMe THTPOBAHHA 103bI npu
IIPU3HAKAX 0
32CTOS AHTAroHHUCT MUHEPAJIKOPTUKONIHBIX PelleNITOPOB DB < 40%

ViIydIense cocTosHuMs OTcyTcTBHE IMHAMUKH/ YXyALLICHUE

COCTOSTHUS
V CPT npu Xupyprust MK
QRS>120 mc npu HMK 3-4 cr.

IlocTenenHoe cCHUKEHUE
JI03bI/OTMEHA TUYPETHKA,
OTMEHA JUTOKCHUHA

Pucynok 7. Cxema jeudeHus JeTeld paHHEro BO3pacTa C AWIATAIIMOHHBIM (EHOTHUIIOM

KapaAuOMHOIIaTHH

BbIBO/IbI
1. YcraHoBNeHBl MPUYMHBI PEMOJCIUPOBAHUS MUOKap/ia MO AWIATaAMOHHOMY (EHOTHUIY Y

JeTeld paHHEro BO3pacTa: TeHETHMYECKH JeTepMUHHpOBaHHas kapauomuonatus (36%),
BpOXJCHHBIC HapyIlieHuss oOMeHa BemiecTB (5,7%), mopakeHne KOPOHAPHBIX apTepuit
(3,8%), aputmorennas nuchyHkius Muokapaa (3,8%), xpomocomubie aHoManuu (2,8%) u
MOHOTreHHble  cuHapoMbl  (1,9%), 4TOo  mo3BonmmMiIO  pa3paboTaTh  AITOPUTM
muddepeHnanbHON TUarHOCTUKH.
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. BeisiBnen 41 HykneoTwaHeld BapuaHT y 32 TIANMEHTOB pPAHHErO BoO3pacTa ¢
JIUIATAIIMOHHBIM (PEHOTUIIOM KapIUOMHONATHH, 15 M3 KOTOPBIX KIACCH(PHUIMPOBAHBI KaK
naroreHHbple, 10 - Kak BEpOATHO MAaTOreHHbIE, 16 - Kak BapuaHThl C HEHU3BECTHBIM
KJIMHUYECKUM 3HaYeHHEeM, OOJIbIIMHCTBO HYKJICOTUIHBIX BAPUAHTOB HICHTU(PHUIIMPOBAHO B
reHax capkomepa (63%).

. BximroueHne mHruOMTOPOB aHTHOTEH3WHIIPEBpaIamero ¢epmenrta u 6era-010KaToOpoB
no pa3paboTaHHONW HaMU CXE€Me B KOMIUIEKCHOE JIeUeHHe  JeTeil paHHEero Bo3pacra ¢
JWIATallMOHHBIM (DEHOTHIIOM KapJWOMHUOMATHH, HE BBI3bIBACT MOOOUHBIX SIBJICHHM, uepes
NOJTOAa TMOBBIMIAET A0 NAUeHTOB ¢ | (yHKIMOHANBHBIM KIJIACCOM XPOHUYECKOU
cepaeuyHor HenmoctarouHocTH ¢ 35,9 no 70,8%, ymenbmaer nomo nanuentoB ¢ II u 111
(yHKIMOHATIBHBIM KJIACCOM XPOHMUYECKOU cepaedHoi HepoctarouHoctu ¢ 31,1% u 28,3%
10 15,7% u 13,5%, COOTBETCTBEHHO.

. Ilpu nedeHnn B COOTBETCTBMU C pa3pabOTAaHHON CXEMOW HOpMAaU3alMs Pa3MEPOB
MOJIOCTEN CepAlla U COKPATUTEIBHOM CIOCOOHOCTM MHOKapAa MpHU IUJIATAIMIOHHOM
(beHoTUIIe KapIMOMHONIATHH C IEOI0TOM 3a00JIeBaHUs B paHHEM BO3pacTe HalOiromaercs y
35% x maToMy TOIy HAOIIOACHUS.

.Y gereil paHHEro Bo3pacTa C JAWJIATAIIMOHHBIM (PEHOTUIIOM KapAUOMHOIATHH,
MOJIyYaIOIIMX ONTUMAJIbHYI0 MEAMKAMEHTO3HYIO TEpamuio, MpH COXPAHSIOMIMXCS
BBIPDOKECHHBIX CHMIITOMaX XPOHUYECKOW CEpACYHOM HEJOCTaTOYHOCTH OIpaBIaHO
MPUMEHEHUE HEMEJAMKAMEHTO3HbIX METOJOB JICUEHHUS XPOHUYECKON  CepaeHHOU
HEJIOCTaTOYHOCTH  (CepaeuyHass  PECHHXPOHHM3UPYIOIIAs  Tepamus, IJlacTUKa U
MPOTE3UPOBAHNE MUTPAIBHOTO KJIallaHa).

. [IpenukropamMmn ~ HEOMArompwsITHOrO  WCXOJAa  HpH  JWIATalMOHHOM  (heHoTHUIe
KapJIUOMHOIIATUNA y JETell paHHEro BO3pacTa SIBISIOTCA aHAMHECTHYECKHWE YKa3aHWUs Ha
NOTPEOHOCTh B  KapJUOTOHHMKAX, HEOOXOAMMOCTh 30HJOBOTO THUTAHUSA, KIMHHYECKU
(dbopMHupoBaHrE CEPACUYHOrO ropbda W BHIPAKEHHAS OJBIIIKA C BTSKECHHUEM MEXKPEOEepHBIX
MIPOMEKYTKOB B J1e0I0Te 3a00JIeBaHUSI, IIEKTPOKApAUOTrpaduiIecKue Mpru3HaKku runepTpodun
MHUOKapZla TpaBOro >KeIyAOo4yKa, >KeIyJoukoBas apuTMmusi S5 rpajgauuu 1o Lown,
HEKOMITAKTHBIM MHUOKap/ JIEBOTO J>KETYyJI0uKa, TOTaJIbHAas HEIOCTATOYHOCTh MUTPAIBHOTO
KJIallaHa, TIOBBIIIEHUE JIABJICHHUS B CHCTEME JIETOYHOM apTepuu 1O  JaHHBIM
aXoKapauorpaduu.

HPAKTUYECKHUE PEKOMEHIALIUU

. PexomennoBano mnpoBeneHue OOCIEIOBaHHA B  COOTBETCTBUM C  pa3pabOTaHHBIM
JUArHOCTUYECKUM aJTOPUTMOM, YTO IIO3BOJIUT CBOEBPEMEHHO  BBIBIISITH MATOJIOTHIO,
HY)XJIAIOIIYIOCS B CHCHU(PUISCKON KOPPEKIUH. MyIbTUCUCTEMHOCTh  MOPAXKEHUS,
(deHoTunMUecKkue OCOOCHHOCTH, HEBPOJIOTMUECKHE MPOSBICHUS TPeOYIOT HCKIIOYEHUS
F€HETUYECKUX CUHIPOMOB, XPOMOCOMHBIX aHOMaJIH.

. I[lpu BbIsIBIEHUM y JieTel ¢ QWIATAIIMOHHBIM (DEHOTUIIOM KapJAMOMUONATHU XPOHUYECKOU
CYNPaBEHTPUKYJISIPHONM TaXUKAPJAUH, KEIYAOUKOBBIX HAPYLIEHUSX PUTMA BBICOKHX
rpajandii  HeoOXOJAMMO Ha3HAYEHUE aJIeKBaTHOW aHTHApUTMHUYECKOW Tepamuu. [lpu
BOCCTAQHOBJICHHMHM COKPATUTEIbHON CIOCOOHOCTM MHOKapAa B TEUEHHE MOJIYyrojaa
BBICOKOBEPOSTEH aPUTMOIE€HHBIN F€HE3 PEMOIETUPOBAHNS MUOKap/Ia.
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3. PekoMeHI0BaHO Ha3HAYEHHE Tepalud WHTUOUTOpAaMU aAHTHMOTEH3MHIIPEBPAIIAIOIIETO
dbepmenTta u Gera-0I0KaTOpaMu B COOTBETCTBUH C MPEACTABICHHOW CXeMOW TUTPOBAHMUS,
YTO TMO3BOJISIET B KPaTKUE CPOKHU MOA0OpaTh MalMEHTY ONTUMAalbHbIE 103kl Tepanuu, 0e3
(dbopMupoBanus MOOOYHBIX FPPEKTOB B BUJIE CHUKECHHS YaCTOTHI CEPACUHBIX COKpAICHUN
u  aprepuanbHoro  gamieHus. CBOEBpEeMEHHOE  Ha3HAu€HHWE  KOMOWHHPOBAHHOM
MEIMKAMEHTO3HOW TE€panuy XPOHUYECKOW CEPACYHOU HENOCTATOYHOCTH MPEAYIPEkKIACT
pa3BUTHE TSDKENBIX TEeMOJWHAMUYECKUX HApYIICHUH, MO3BOJSET TOOUTHCS OOPAaTHOTO
pa3BUTHA  PEMOJACIMPOBAHUS  MHOKapAa, BOCCTAHOBIICHHS €r0  COKPATUTEIbHOM
CHOCOOHOCTH U YJIYYILIEHUS! IPOrHO3a MaIeHTa.

4. [lanueHTaM paHHEro BO3pacTa C JWIATAIMOHHBIM (DEHOTHIIOM KapAHUOMHUOINATUU U
HapyIlIeHUEM IMPOBEJICHUS MO HOXKKaM Iyyka ['mca ¢ ImpoJIOKHUTEIBHOCTBIO KOMIUIEKCA
QRS mo panHBIM 3nekTpokapauorpamMmbel 120 mMc u Oonee mpu HedIPHEKTUBHOCTH
MEIUKAMEHTO3HOM TEPANMM XPOHUYECKOW CEPACYHOM HENOCTATOYHOCTH, a TAaKXKE Yy
MAlMEHTOB C JWIATAIIMOHHBIM (EHOTUIIOM KapAMOMUOIATHUM M TOKA3aHUSIMU K
MMIUIAHTAlMU  3JIEKPOKAPAUOCTUMYIIATOPA, HEOOXOAMMO pacCMOTPEHHME BOIpoca O
MPOBEJICHUU CEPACUYHON PECUHXPOHU3UPYIOUIEH TEPAITUU.

5.V mnanueHTOB paHHEro BO3pacTa € AWJIATAIIMOHHBIM (DEHOTHIIOM KapAMOMHOIATHH U
chOpMHUPOBABIICHCS  TOTAJIbHOW W  CyOTOTaJbHOM  BTOPHYHOM  OTHOCHTEIILHOU
HEJIOCTAaTOYHOCTHIO MUTPAIBHOTO KJamaHa, Npu HEIPPEKTUBHOCTH MEIUKAMEHTO3HOU
TEepaliid XPOHUYECKOW CEpACYHOM HEAOCTAaTOYHOCTH, MOKAa3aHO PEIIEHUE BOMIpPOCa O
MPOBEJICHUH TUIACTUKH WJIM TPOTE3UPOBAHUS MUTPAIBHOTIO KialaHa, YTO IO3BOJIAT
YIYyYIIUTh TEMOJUHAMHUKY M YMEHBIIUTh BBIPA)KEHHOCTh CUMIITOMOB NEPETPY3KUA MAJIOrO
KpyTa KpoBOOOpaIleHHUS.

CIIMCOK HAYYHBIX PABOT, OI1YBJIMKOBAHHbIX
IO TEME INCCEPTAIIUU
CraTbu B ’KypHaJax, pekoMeH10BaHHbIX BAK 1151 my0smmkanuu pe3yibTaToB
AUCCEPTALMHU HA COMCKAHUE YYCHOH CTENeHH KAHIMAATAa HAYK
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CIIACOK COKPAIIIEHUI
AMKP — aHTaroHUCT MUHEPATKOPTUKOUIHBIX PELIEITOPOB
BADB — 6eta-aapeHo0I0KaTOPHI
NATI® — nHrHOUTOp aHTHOTECH3WHITPEBPAIIAIOIIETO (hepMEeHTa
KJIP — kOHEUHO-1MaCTONNYECKU pa3Mep
KMII — kapauomuonarus
KTU — kapanoTopakaibHbIA HHIEKC
JDK — neBblii kemy104eK
JIIT — neBoe mpexacepaune
JIA — nerounas aprepus
MK — MuTpasibHBIN KJIanaH
HM — HekoMnaKTHBIN MHOKap/T
HMK — HenocTaTO4HOCTh MUTPAIBHOTO KJlalaHa
[TBJIHIIT - monHas 61okaja JeBOM HOXKKH Imydka ['uca
CPT — cepaeuHas peCHHXPOHU3UPYIOIIAs TepaIus
OB — ¢pakius BeIOpoca
®K - ¢pyHKIMOHATBHBIN Kacce
XCH — xpoHnueckas cepaedHasi HeJ0OCTaTOYHOCTh
OKT — anekrpokapauorpadus
Ox0oKI" — sxokapauorpadus
Z-score — Z-KpuTepuii, KOJIMYECTBO CTAHAAPTHBIX OTKJIOHEHHH, HAa KOTOPOE PE3yIbTaT
W3MEPEHUS OTINYAETCS OT CPEIHEN BEIMYMHBI JIJIs1 JAHHOTO BO3PACTa M MOJa
NT-proBNP - N-konueBoi#t ¢pparmMeHT MO3roBOro HaTPUHYPETUUECKOT 0O MeNnTruIa



