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OT3bIB BEAYIIE# OPTAHU3AITIIT™
0 HAYYHO-NPAKTHYECKOH 3HAYHMOCTH JHCCepPTANHOHHOM paboTel [annaesol Jieiin
AxatoBHbl Ha Temy «Hapymenus HYTPHTHMBHOIO CcTATyCca M BO3MOKHOCTH €10
KOPPeKIHH Yy JieTell ¢ KapAHOMHMONATHAMH H BPOXAeHHBIMHM IMOPOKAMH cepiui,
OCJIOKHEHHbIMH XPOHHYECKOH cepAevHOH HeJ0CTATOYHOCTHIO», PeICTABJICHHOH Ha
COMCKAHHE Y4YeHOH CTeNeHH KAaHAMAATA MEIHIHHCKHX HAYK M0 CHENHANLHOCTH
14.01.08 — «IleqnaTpus».

AKTYaJIbHOCTB NPOBEIEHHOT0 HCC/IEI0OBAHUS

B nocneanue roasl HabMoAaeTCs TEHASHIMS K POCTY YMCIa I€TeH C XPOHUYECKOH
cepaeyHod HemoctarodHocThio (XCH), uro 7Tpebyer yHMbuUKAUMM NOAXOAOB % €2
avargoctuke B nederuro. XCH B 1eTCKOM Bo3pacTe pa3BUBAETCs NPEUMYNIECTBEHHO MK
BPOXKACHHBIX TOPOKax CepAua H XapIMOMHMONATHAX, SBISIOLIMXCS OMHOW K3 TIIaBHEX
MIPUYMH MHBAIUIM3AIHA U JIETCKOH CMEPTHOCTH. Ba)kHOM 1 OKOHYATENLHO HE PEIIeHHOR
npobneMor KomiurekcHoro nedenusi 6onbHeIx ¢ XCH siBisieTcs KOppEeKUUsa B AHHAMEAKS
HEJOCTATOYHOCTH MHTaHMs, Pa3pabOTKOM NPUHIMIOB KOTOPOH 3aHATHI BpavM psla
xnvnauk. HyTpuTHBHas HenoctatouHocTs v nmetelt ¢ XCH xapakrepuzyercs: Ae(uiuToM
MacChl TeJla ¥ POCTa M CBsA3aHa KaK ¢ BEICOKHMM METa00IMIeCKUMH MOTPEOHOCTAMHA, TaK 1
C HEJOCTAaTOYHBIM MOCTYIJIEHHEM 0ellka ¥ SHEepPrHH C MUINeH, HAPYIIEHHUSMH IIPOLECCOB
NEPEeBAPUBAHUA H YCBOCHHs IPH TSKEIBIX IeMOAHMHAMUYECKHX HapylleHusxX. Hepemxo
3TO OCTAeTCH HE3aMEYeHHBIM 10 Da3BUTHSA BBIPAKCHHBIX HAPYIICHHH HYTPHTHBHOIC
CTaTyca MPH BBICOKMX KIaccaxX XPOHWYECKOW CEepAeqHONM HEeNOCTAaTOuHOCTH. Cnepyet
MOMYEPKHYTb, YTO [PH 3aCTOMHOW Cep/eYHOH HEJOCTATOYHOCTH HeobOXoauMocTs
BOCTIOJIHEHHS SHEPreTUYECKHX MOTEPh BO3HHKAET Ha (hoHE BBIHYXKIAEHHOTO OTpaHUYSHV S
CyTOYHOro obsema norpednsemoii xuaxocts. Y 6omsasrx XCH II-1V dyukumonansusy
knaccoB (®K) wabmopnaercs BolpakeHHAs CTPYKTYpHA# MNEPECTPORKA CIW3ACTON
000JI0YKM TOHKOH KMIIKH C MOBBIIIEHHBIM OTIOXKEHHEM B Hel KomnareHa u arpoduei
BOPCHHOK, 4YTO TPHBOAMT K MOP®O-OYHKIHMOHATEHBIM HAPYIIEHHAM # CHHOKEHHEM
BCACHIBAHMSA MaKpo- W MUKPOHYTPHEHTOB. B CBS3 ¢ 3TaM [(pHUMEHEHHE
CHICHMANM3APOBAHHBIX COANAHCHPOBAHHBIX BEICOKOOCIKOBBIX BBLICOKOIHEPTETHYECKHAK
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cMecell JUIs SHTEpAJIbHOTO MUTaHHs, KOTOpble B MajloM oObeMe comepikar Tpedyemoe
peOeHKY KONMMYECTBO IMINEBBIX BEIIECTB H OHEPrHH, 3HAYMTENBHO TOBBLINIAET
(OYHKIAOHAIBHYIO AKTHBHOCTh OPraHOB IHINEBapeHHsl W yiydlnaer merabonuueckie
TIPOLIECCHI.

BesycnoBno, geru c¢ XCH, pa3BuBaromeiics TMpH pPasiIH4HBIX  (QopMax
KapIMOMHOIIATHR | BPOXKAECHHBIX [IOPOKOB CepAlla, HYKAAIOTCA B KOMIIJIEKCHOM JIEYEHHU Y,
00s43aTeIbHBIM JJIEMEHTOM KOTODOro sBiSETCs [OueToTepanus. B wmccienoBaHusix
NOCNeHUX JeT OmpeldeleHHOe BHUMaHWE YIenseTcs JHarHOCTHKE HYTPUTUBHOM
HEJIOCTATOYHOCTH Y B3pocibix nauueHToB ¢ XCH, o/iHako, HCCIea0BaHus, NOCBAIIEHHEIS
KOMIIJIEKCHOU OLIGHKE HYTPUTHBHOIC cTaTryca y aered ¢ xapauomuonarusmu (KMII) u
BpoxaeHHBIMU nopokamu cepzaua (BIIC), ocnoxuenasiMu curapomom XCH v meTonav
JHETOJIOTHYECKOH  KOPpPEeKIMM €ero HapylleHWid HEeMHOINOYHCIEHHBI ¥  4acTo
NPOTHBOPEYMBEL.  YYHTHIBAasS  yBelIWYMBamomeecs  4ducino  gered ¢ XCH,
COBEpIICHCTBOBAHHE COBPEMEHHBIX BO3MOXHOCTEH [JHArHOCTHKH HENOCTATOYHOCTH
MUTAHUS M €€ [HEeTHYECKOM KOPPEKIWH, OTCYTCTBHE UETKHMX DPEKOMEHIalui Iio
HYTPUTHBHOM IONJEPKKE H €€ MOHUTOPHHIY Yy [eTed, TeMa IUCCepTalHOHHOIO
uccnegoanua ["annaesol Jle#nsl AXaTOBHEI ABNACTCA BAXKHOH U BECbMa aKTYalbHOM.

Haygynas HOBH3HA

Broepsble y nered ¢ XpOHMYECKOHM CepAeYHOH HENOCTAaTOYHOCTBIO Ha (QoHe
KapIHOMHMOIIATHH H BPOXIEHHBIX IOPOKOB CepAla, NMPOBEleHa KOMIUIEKCHAs OLEHKA
HYTPHTHBHOIO CTaTyca C 3HAJIM30M aHTPOIOMETPHYECKHX HHIEKCOB, OMOXHMHYECKUX
nmoxasatesied ¥ (aKTHYECKOro MHTAHMSA, W TIONYYEHBI AaHHBIE O PACTIPOCTPAHEHHOCTH M
XapakTepe HeIOCTATOYHOCTH MHUTaHUS Y 3TOH Kareropuu GONBHBIX.

Brnepssie B Halel cTpane ornpeeneHsl 0COOEHHOCTH MUNIEBOrO CTaTyca HONBHELX
neTed ¢ BPOXKACHHBIMH TIOPOKAaMM CEpAla, OCIOXKHEHHBIMH OeloK-TepsIomiei
3HTeponaTtued mnocne onepandd DoHTeHa. YCTaHOBIEHO, 9TO OONBIIMHCTBO OOJIBHBIX
AMEIOT XPOHHYECKYIO HENOCTATOYHOCTh TMHUTAHHSA, CONPOBOXKIAIOLIYIOCH HAPYIICHHEM
0eKOBOro CTaTyca KpOBH. Y CTaHOBIIEHO, UTO Y TAKUX MALMEHTOB MOKa3aTely GelKoBoro
obmeHa (obmui 6enok, abOyMHH) ABIAIOTCS MAapKepaMH TSHKECTH COCTOSHWS M CTENEeHH
HEIOCTATOYHOCTH NMUTAHUSA M JOJDKHBEI OLEHMBATHCS KAaK MPH MOCTYIJIEHHH B KIIMHUKY,
TaK ¥ MPOBEJACHUH HYTPUTHBHON MOIEPIKKH.

Brnepebie ycraHoBneHo, uto y OomeHeix ¢ XCH, conposoxparomeiics
HE/I0OCTATOYHOCTRIO TMHTAHWS IIPH COXPAHEHHOW OelNoK-CHHTe3upyomed (GyHxuyn
NeYeHH, MMOKa3aTelM, XapakTepusyrolmue OenkoBrlii oOMeH (oOmuit 6emok, amsbymus,
npeankbymuH, comaromenuH-C, Tpancheppun, C-peakTUBHBIN O€IOK) HE OTPAKAOT
CTENEHb HEAOCTATOYHOCTH IIMTAHMS M HE MOTYT SBJIATHCS MapKEpaMH OLEHKH ¥X
HYTPHTHUBHOIO CTaTyca.

Brnepsbie y mnanwentoB ¢ XCH anHanmu3 (axkTHYeCKOro NIMTaHUS NPOBENEH <
MCTIOJIb30BaHUEM KOMIBIOTEpHOX mporpammel «1C IIuTaHMe», MO3BONAIOMEH OLECHWTS
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Makpo- ¥ MHKDOHYTPHEHTHBIH COCTaB palldOHAa ¥  XapakTep HYTPHATHBHOM
HEIOCTAaTOYHOCTH. Y CTAHOBJICH BBIPDAKCHHBIN AE@UIMUT OCHOBHELIX IHIIECBBIX BEIIECTB 1
SHEPTrMH, BUTAMHHOB U MUHEPAIbHbBIX BEIECTB.

BnepBbie 000CHOBaHbI ¥ pa3paboTaHbl Je4eOHbIE PALMOHBI C BKIIOYEHHEM
CrielMaTM3HPOBAHHBIX BBICOKOKAOPHHHBIX BBICOKOOENKOBBIX CMeCeH AN KOppexay
HEIOCTAaTOYHOCTH IHUTAHHSA M OLeHeHa WX 3((EKTHBHOCT: B KOMIUIEKCHOH Tepanuy
HegocTarodHocTy nutanua npu XCH.

3HAYAMOCTD IIA HAYKH H MPAKTHKH NOJYYE€HHBIX ABTOPOM pPe3ajibTaToR

ABTOpOM TOKa3aHO, YTO KOMIIIEKCHAas OlEeHKa HYTPHUTHBHOTO CTaryca o
OTIDSNENICHHEM  AHTPOIOMETPHYECKUX HHICKCOB (Z-scores) SBIACTCH  BaXKHBIM
MHCTPYMEHTOM NHATHOCTHKM HENOCTATOYHOCTHM INUTAHUS M IIO3BOJISET aHATM3MPOBAThH
2 HEKTHBHOCT, W  AJEKBAaTHOCTh KOpPPEKIWH Yy TNalUeHTOB C JUIATAlHOHHOHR
KapIuOMHONaTHe ¢ paHHUM JebrotoM 3aboneBaHuss ¥ y OONBHBIX CO CIOXKHBIME
BPOXXICHHBIMH MOPOKAMH CEpALa, OCIOXHEHHBIMA OCNOK-TEepSAIOME 3HTEpONaTUeH.
BrisiBnensl geexTbl OpraHM3alvM IUTaHMS, BeayllHe K pa3balaHCHpPOBaHHOCTY
Ka4eCTBEHHOTO M KOJIHMYECTBEHHOIO COCTaBa palHOHa W 3HAYKUTENEHOMY Aedhunuty
OCHOBHBIX HYTPHESHTOB, 3HEPTUH, BATAMUHOB i MUHEPATLHBIX BEIIECTB.

PazpaboTaHsl anropUTMbl HYTPUTHBHOW MOANEPXKH OGOMBHBIX BTOPHYHON Oemox-
TepsiomEed sHTeponarded mnocne koppekuuu BIIC nmo wMetomy @oHTEeHa C
UCIIONEb30BaHWEM COBPEMEHHEBIX IPOAYKTOB JHTEPAIbHOTO [MHTAHHS HANpPaBIEHHOID
JAeHCTBUS ¥ KUPOBOTO MOJYJIS HA OCHOBE CPeIHEIENOYEYHbIX TPUITIHIIEPHAOB. JlokasaHo,
4TO IIPOBEJECHHE HYTPHTHBHOH DOANEPXKKMU CIENyeT HAYMHATHE HEMEUIEHHO TNocle
YCTaHOBIIEHHS JHATHO32.

JocroBepHocTh H 060CHOBAHHOCTH NMOJIOXKEHHH, BLIHOCHMBIX HA 3ALIATY

J¥ccepranys HanKMcaHa B TPaOMLMOHHOM CTHJIE M COCTOMT M3 BBeIeHHs, 0030pa
JUTEPaTyphl, ONWCaHHs 00BEMa M METONOB HCCISHOBAHMS, TPEX TaB C OINMCAHUEM
coOcTBeHHBIX HaOmozeHW#, oOCYXJeHMWsS TONYUYEHHBIX pE3YNbTAaTOB, BLIBOIOCE,
IIPAaKTHYECKUX PEKOMEHIALUH’, CIIMCKa TNTePaTyphl, BKIOUaomero 44 oTe4ecTBEHHEIX #
112 MHOCTpaHHBIX HMCTOYHHMKOB. PaboTa WMIMOCTpHpOBaHA PHCYHKaMu, Tabnuuamy W
KIMHUYECKAMHY HaOmoJeHUusMH. BBIBOOBI ¥ NpaKTUYeCKHe DPEKOMEHIAHH JIOTHYEO
BRITEKAIOT M3 [MOJIyYEHHBIX PpEe3ylbTaTOB MCCIENOBaHUN, OOOCHOBAHBI GONBIIKM
(aKTHYECKUM MaTepPHATOM U INOTHOCTBIO OTPAXKAIOT COIEPIKAHHUE.

O60CHOBaHHOCTE ¥ JOCTOBEPHOCTH TONYYEHHBIX PE3YJBTATOBR ONPENENsSIOTCS
COBPEMEHHBIM HAY4YHO-METOAUYECKMM YPOBHEM pabOTBI ¥ HOCTATOYHBIM OOBEMOM
MarepHalioB uccinenoBaHus. Mcnmonb3oBaHHele B paboTe gaHHBIE J1A00OPATOPHO-
HHCTPYMEHTAJIBHBIX MCCICIOBAHMN TONyYeHBl aBTOPOM NMPHHATHIMH JIWATHOCTHYECKHUMH
METOaMd  Ha  cepTHQHUHpoOBaHHOM  ofopynoBanuu. IlonyuyeHHBIE  JaHHbIE
MPOAHAIM3MPOBAaHBl METOJaMH [1apaMeTPHYeCKOH W HemapaMETPHYECKON CTATHCTHKE
CTATHCTHYECKH 3HAYUMBI.



ITpu obcyxkneHun pe3ysbTaToB aBTOPCKUE JIdHHbIE COMOCTABIIEHBI € UMEIOLUMUCS
JTUTEPATYpPHBIMH HCTOYHHKAMH.

HNy6ankaunu

OcHOBHBIE ITONIOKEHUS AUCCEPTAlMK U3JIOXKEHBI B aBTOpedepare, OmyOIMKOBaHbl B
6 HayuHbIX paboTax, B TOM 4YMclie 3 CTaThiX B JKypHanax, pekoMeHaoBaHHbIX BAK P®
st myOnuKauui pesyibTaTOB JAMCCEPTALMOHHBIX McclenoBaHui. Pesynbrarsl paboThl
obcy)aanuch ¢ MEOULIMHCKOHM OOLIECTBEHHOCTBIO HAa KOH(EpPeHLHAX, CHMIIO3UyMaX H
che3ax neguaTpoB U AETCKHUX KapAHOJIOroB.

Pexomenaaunu no HCII0/Ib30BAHHIO pe3yJIbTaTOB H BBIBOJAOB

AHCCEPTAUHOHHOH paboThl

Pesynbrarel Hcciie/loBaHusl, BbIBO/bl M MPAKTHYECKWE PEKOMeHAalMH OasupyroTcs
Ha JAHHLIX JOKa3aTe/bHBIX MWCCIEJOBAHMH M MOrYT OBITh ILUMPOKO HCIOIB30BAHbI
MpaKkTHYeCKMMH BpayaMH B KOMIUIEKCHOM TepamuM XPOHHYECKOH CcepAeyYHOMH
HeJocTaToOYHOCTH. Hay4yHble naHHBIE, KacaloollMecs OUATHOCTHKHU HEJOCTaTOYHOCTH
TIATaHUsl, MOryT OBITh BKIKOYEHbl B Yy4yeOHbIe IUJIaHBl IUKIOB IOCIEIUINIIIOMHOIO
o0Opa3oBaHusl [1€/IMaTPOB, JETCKUX KapAWOJIOrOB, [METOJOr0oB, Bpayell pa3jIMYHBIX
crieMalbHOCTEN.

IIpuHIMNHaNBHBIX 3aMEYaHUH 110 CONEPIKAHUIO ITUCCEPTALlMOHHOIO HCCeI0BaHus
JLA. TI'annaeBoid Her. lIMeroTcs HEMHOrOYMCIEHHBIE CTHUIIMCTUYECKHE HETOYHOCTH,
o0Cy»/IeHHBIE C COMCKATeIeM B MpoLiecce pelieH3upoBaHus paboThl.

3akioueHue

Mucceprannonnas  pabora I'anpgaesoit  Jleitmer  AxatoBHbl  «HapymeHus
HYTPHTHBHOTO CTaTyca U BO3MOXXHOCTH €0 KOPpPEeKLUHH y JeTeH ¢ KapAHOMHONATUAMHU U
BPOKACHHBIMA  IOPOKAMH  CepAlla, OCJIOKHEHHBIMH  XPOHHYECKOH  cepaedHoMH
HEZOCTATOYHOCTBIO», SBJSETCSH 3aKOHYEHHOH Hay4YHO-KBaJIM(DHKALUMOHHOM paboTOH, B
KOTOpPOH! pellleHa aKTyalibHasi Hay4yHasl 3a7jaya KOPPeKIMH HEJOCTAaTOYHOCTH MUTAHHS Yy
JleTel ¢ XpOHUYECKOW CEepACYHOH HEIO0CTATOYHOCTBHIO, YTO MMEET BaAXKHOE 3HAYCHHE IS
neJuaTPUH U 3paBOOXPAaHEHHA B LeoM. BHenpeHHe nomy4eHHbIX pe3yIbTaToB 103BOJUT
ONTUMHU3UPOBATh TAKTUKY HYTPUTHUBHOH KOPPEKLIUU TSHKEIIOH 11aTOJIOTHH.

B nucceprauuu JOCTATOYHO TIOJHO MCCIAEAYIOTCS M OOCYKIAKTCS OCHOBHBIE
acrekThl BaXHOM Hay4yHOH mnpobiembl. KommnekcHocTe M 00beM  BBINOJIHEHHBIX
Ucclie/I0BaHuM, METOJI0JIOTHS, TOJOKEHHBIE B OCHOBY aHajJM3a MaTepuana, MO3BOJIMIH
MOJIyMHTh JOCTOBEPHbIC U yOemuTenbHbIe pe3ynbTaThl. PaboTa mo cBoed aKkTyaabHOCTH,
Hay4HOH HOBHU3HE, TEOPETHYECKOM M IpaKTH4YEeCKOH 3HAYMMOCTH, [IOCTOBEPHOCTH
MOTYYEHHBIX PE3yJIbTATOB, IIOIHOTE H3JIOKEHHS MATepHaIoB JUCCEPTALMH [TOHOCTHIO
COOTBETCTBYET KBATH(QHUKALUMOHHBIM TpeboBaHUsAM 1. 9 «llomoxkeHus O mpuCy)aeHUH
VYEHBIX CTeTeHel», yTBepxkaeHHoro nocranosnenuem [Ipasurenscrea PO or 24.09.2013
r. Ne 842 (¢ wusmenenusimu ot 21.04.2016), npenwsiBigeMbiM MHHHCTEPCTBOM
oOpazoBanuss ¥ Hayku Poccuiickodi @epepauuu K JUCCEPTALHMOHHBIM paoram Ha



COMCKaHWe YYeHOM CTemeHM KaHaujara Hayk, a e€¢ aBtop I'annaesa Jleiina AxatoBHa
3aCNy’KMBAeT TIPUCYXKIACHUS YUYEHOM CTeNeHW KaHaujara MeJMLMHCKMX HayK [0
cneunanbHocTd 14.01.08 — «Ilenuarpusy».

Hacrosilunii OT3bIB 0 Hay4HO-NPaKTHYECKOH LEHHOCTH aucceprauuu [aHmaeBoi
Jlelinel AxaToBHBI Ha TeMy «HapylieHusi HYyTPUTHBHOIO cTaryca ¥ BO3MOJKHOCTH €ro
KOPpEeKLUHH Yy JeTedl ¢ KapAUOMUOMATUSIMM M BPOKIAEHHBIMH [OPOKAMH CepJua,
OCJIOKHEHHBIMH XPOHMYECKOW Cep/leYHOl HeJ0CTaTOYHOCTHIO», MpPe/ICTaBIeHHON Ha
COMCKaHWe YUeHOW CTelleHH KaHAuaara MeIMIMHCKUX HayK Mo creunansHocTd 14.01.08 —
«ITennatpus», mnoxarorosiaeH mnpodeccopoM Kadeapsl mneauatpud MeIHLIMHCKOTO
uHeruryra PVYJIH, 3aBenyromeil kadenpoit aerckoin kapaumonoruu DIIK  MP
Meaummackoro wuHctutyta PYJIH a.m.H., npod. E.A. JlerrsipeBoii, oOcykieH u
YTBEPKIEH Ha Hay4yHO-NPaKTHU4eCcKoi koHpepeHnunn Kapenpsl neauarpun GIAOY BO
«Poccuiickuil yHHBepcHTeT ApYKOBI HapoaoB». [IpoTtokom Ne 7 01 30.08.2016 T.

[Ipodeccop kadenps! neauarpun MeauIIUHCKOTO HHCTUTYTA

®I'AOY BO «Poccuiickuii yHuBEepCHTET ApYKObl HAPOIOBY,

3aBeayrowas kadenpoii nerckoit kapauoaoruu OIIK MP

Menuuunckoro uHectutyta ®I'AOY BO
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JOKTOP MEIULIMHCKUX HayK, podeccop = E.A. Jlerrsapesa

3aBenyrouuii kadenpoii neguaTpu MequUMHCKOTO HHCTUTYTA

OI'AOY BO «Poccuiickuii yHuBepcUTeT pyKObl HAPOI0BY, K%y
JIOKTOP MEIMIMHCKHUX HayK JLIO. OBcsiHHMKOB

Hcnonnsronumii 0043aHHOCTH JeKaHa MeAMLMHCKOro ¢akyasreta PI'AOY BO
«Poccuiickuii yHUBEpPCUTET ApYKObI HAPOIOBY,
JIOKTOpP MeIHUIIMHCKUX Hayk, rpodeccop _ écﬁf N.B. Paapiiu

Anpec: 117198, r. Mocksa, yi1. Muknyxo-Maknas, 1.6
Ten.: +7 (495) 434-53-00

®akc: +7(495) 433-95-88

e-mail: n.kirabaev(@rudn.ru
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JlnyHele mMOAMKMCH A.M.H., Ipodeccopa E.A. ﬂePTSIpEBOPI 1M B=HHO7 OBcIHHUKOBA,
a.M.H. U.B. Pansim 3aBepsio: - X
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