OT3bIB OPUILTHUAJIBHOI'O OIIIIOHEHTA
JIOKTOpa MeIUIMHCKAX HAyK, mpodeccopa, dieH-KoppecnongenTa PAH
BansikoBoit Jlapucel AnekcaHIpOBHBI Ha AWCCEPTALMOHHYIO PaboTy
Kodettnukosoit Onbru AjiekcanIpoBHBI «J{MarHoCTUYECKHe MOAXOIB] U
0COOCHHOCTH T€UEHMSI QpPUTMOT€HHOU KapAUOMUOIIATUH Y JETEN),
MIPEICTaBICHHYIO K 3allIUTe Ha COUCKAaHWE YUEHOU CTEIEHN KaHauaaTa
MEeIMITUHCKUX HayK Mo criennansHoctd 3.1.21. Ilequatpus

AKTYyaJIbHOCTh T€MbI JUCCEPTALMOHHOI0 HCCIEA0BAHHS
Iuccepranmonnoe wuccienoanne KodeitnukoBod O.A. MOCBAIIEHO
MaJIOM3yYHHHON Tpo0OyieMe TeauaTpud - AapUTMOTEHHOM KapIHOMHOIIATHH,

KOTOpasi MPEeJCTaBIseT O0COOYIO0 Yrpo3y s IEeIMaTPUUECKUX MalleHTOB H3-3a
BBICOKOrO prcka BHe3amHO# cepreunoil cmeptu (BCC). Panee cumtanoch, 4ro
apUTMOT€HHAs] KapAWOMHOINATHs IOpakaeT IPEUMYIIECTBEHHO  MOJIOABIX
B3pocibiX. OMHAKO MOCIEIHUE MEXKIYHAPOIHBIE UCCIIENOBAHNUS TIOKa3bIBatOT, YTO
3TO 3a00JIeBaHHE MOXKET MPOSIBISATHCS M B JIETCKOM Bo3spacTe. IIpu 3ToM Hay4dHbIe
NaHHBIE O JIETIX C TAKUM IMArHO30M OCTAOTCS BecbMa orpaHuueHHbIMH. OTcrona
M HeJOCTATOYHOE IIOHMMaHHe OCOOeHHOCTed TeueHHs OOJe3HH, MEeTOIOB
IUArHOCTUKHU U UCXO/0B y AeTeld. JluarHoctuueckue 3aTpyIHEHHs yCyryOIsroTes
TeM, YTO CHMITOMBI APUTMOIEHHOM KapIMOMHOIATHM YacTO CXOXU C
posiBIEHUSIMH 1pyrux 3abonesanuit. Kpome Toro, Bo3pacTHbie (AKTOPE
YCIAOXKHSIOT MCIIOJIb30BaHME CTaHIAPTHBIX JAMArHOCTUYECKUX KPUTEPUEB MJIA
neqdaTpudecKuX — mandeHToB.  llosToMy,  mccrienoBaHHMe, — MOCBAIIEHHOE
YIITy6IeHHOMY M3YYEHHI0 OCOOEHHOCTEeH TEeUeHHs U IMArHOCTHKH apUTMOTCHHOH
KapJIMOMHOIIATHH Y IeTell aKTyallbHO, CBOEBPEMEHHO M UMEET BaXKHOE 3HAYCHHUE.
HayuHasi HOBH3HA HCCJIeJOBAHHS H NOJY4YE€HHBIX pe3yIbTaTOB

Kogeitnukosoit O. A. BrepBble IpeACTaBleHa KITMHUKO-HHCTPYMEHTaIbHAS
XapaKTepUCTHKA CcaMOM OONBIIOW KOTropThl MEeIHAaTPUIECKHX MAlMEHTOB C
apUTMOreHHOHM Kapmuommonatueit (AKMII) B Poccum. B pabore mnoapobHO
W3y4eHbl OCOOEHHOCTH TeUeHHs 3a00IeBaHUS U ero UCXOMbI y JeTel: ONpeeeHo,
4TO B psjie CliydaeB 3a00ieBaHue MOXKET JI€OTHPOBATh B MOIIKOJIBHOM BO3DAcCTe,
JaHa TOApOOHAs XapaKTEpUCTHKA KIMHHYECKOH KapTUHBI — 3a00JeBaHMs,
yCTaHOBJIEHA BBICOKasI IIPECTAaBIEHHOCTD JIEBOJIOMHUHATHBIX "
OWBEHTPUKYJSIPHBIX (DEHOTUIIOB. ABTOPOM IPOJEMOHCTPUPOBAHO, HYTO A
neguarpudeckux manueHtoB ¢ AKMII  xapakTepHbl Kak apUTMOIEHHBIC
NpOSBIEHUs B BHJE OJKENTYJIOYKOBOW TaxXWUKap[WH, CHUHKOIE, CpabaThIBaHUI
KapAnoBepTepa-AehUOPUILIIATOpPa, TaK U CUMIITOMBI CEp/IEYHON HEAOCTATOIHOCTH.
Briepsrle onmcaHo penkoe nposieierune AKMII, umenyemoe «ropsieii» §asod u
oKas3aHo ee BiusHUe Ha TeueHue AKMIL




Onproii AjexcaHApoBHOM Oblla IpoaHaM3UpPOBaHa TIpylma JeTed ¢
TSDKENBIM  TCUCHHeM 3a00NeBaHMS, KOTOpbIE HAXOMSTCS B JIHCTE OXHIAHHUSA
TpaHCIUIAHTAIlMM Cepllia WJIM y>Ke MPOLUIM 3TOT 3Tal W JaHa XapaKTepUCTUKa
dbeHoTHNIa ¥ TEeHOTHUIa 3TUX MAIMEHTOB. B X0/e UcClie0BaHus BISIBIEHEl HOBbIE
FeHOTUI-(PEHOTUNINYECKHE  KOPPENsLAY, IMPOJAEMOHCTPHUPOBABILINE  BIMSIHUE
IeHOTUIIa Ha Te4YeHue M HCcXoAbl Oojie3Hu. Tak, HenecMOCOMHBIE MyTalWd
IOCTOBEPHO dallle acCOIMUPOBAaHBI C pPa3BUTHEM JIEBOJAOMUHATHOM (QOPMEI
AKMII. Hanmuane TOMO3HTOTHBIX, KOMIIayHI-MyTallii, a TaKKe MyTalluil B ABYX
JIECMOCMOMHBIX W HEJIECMOCMOMHBIX I'€HaX CBS3aHO C OBICTPOIPOrPECCUPYIOIIEH
CEepIEYHOM HENOCTATOYHOCTBIO.

[TpoBenena cpaBHUTENbHAs XapaKTePUCTUKA IPYIIILL IeTel ¢ FeHETHICCKU
obycnosnennoit  AKMIT u  Hambomee  cxoxuM  3a0oleBaHHEM — —
TaxXUMHAYLAPOBAHHON KapJAHOMHOIATHEH, HalIeHbl KpUTepuu UX paznuuus. Ha
OCHOBaHWUM OTHUX pasiuuuii paspaboTaHa Monens IUQPepeHIHaTbHON
JMACHOCTHKH O5TUX 3aboneBaHuil. BHeIpeHHBIH airoput™M 00CICIOBAHHMS
IAI[HEHTOB C OJKENyJOYKOBBIMHA HApyIIEHWSMH pHUTMa B COYETaHUU C
MOP(HOGhYHKIIMOHATTFHBIMI HW3MEHEHUSIMA MHOKap[a CYyIIECTBEHHO YNPOIIAET U
ONTUMH3HUPYET MIPOIECC TAATHOCTUKH ApUTMOTCHHON KapAMOMHUOIIATHH Y IEeTEH.

3HAYHMOCTD MOJYYEHHBIX Pe3y/bTaTOB A5 (PyHAAMEHTAJbLHOH HAYKH

H NPaKTHYEeCKOH MeIHIHHbI

3HAYUMOCTL  MCCIIEOBaHUs . OOYCIOBIEHA  OTCYTCTBHEM  KPYTHBIX
uccienoBanuii AKMII u HemoCTaTOYHBIM MOHUMAHUEM TEYEHHUS M JUATHOCTUKH
3TOro 3aboNeBaHMs Yy MALUEHTOB JETCKOTO Bo3pacTa M (DOPMHPOBaHHEM
KpyHHeimeil B Poccuy rpyniibl eanaTpiaecKux HarueHTos ¢ auaraozoM AKMII,
CO3JaHHEM pETHCTpa OTHX MalueHToB (24 mauMeHTa ¢ JJIMTENBHOCTBIO
HaOmromeHus B cpeaHeM 27 Mec.). ABTOPOM YCTAaHOBIIEHA 3HAYUTENbHAS
BapHabeNLHOCTh KaK BO3pacTa ne0roTa Tak U KIMHUYeCKOH KapTUHbI 3a00JeBaHus,
KOTOpass MOJXXET BapbUpOBaTh OT OECCHMITOMHOIO TEYEHHUS 10 Ppa3BUTHA
ApPUTMOTEHHBIX COOBITUH W  BBIPAKEHHOW  CEpAEYHOH  HEIOCTATOYHOCTH.
ITpakTuueckas 3HAaYUMOCTH PabOThI COCTOUT B TOM, YTO CO3JaHHas 0as3a JaHHBIX U
YCTaHOBJIEHHBIE 3aKOHOMEPHOCTH ITOMOTYT paspa6oTarh 5QEKTHBHBIE CTPATETHH
Ha6moneHus neauaTpudeckux nauneatos AKMIL, B 1.4. nmpodunaktuxu BCC.

BLISBI€HBl paHee HEW3BECTHbIE KOPPEISUM MEeXAy TIE€HOTUIIOM |
(EeHOTUIIOM,  KOTOpble  TPOAEMOHCTPUPOBAIM  IPAMYIO  CBSI3b  MEXIy
reHETUYECKMMHA OCOOEHHOCTSIMHK U TeueHueM Ooje3Hu. Tak, ObUIO BBISBIEHO, YTO
IeTH ¢ MyTanusMud B TeHe PKP2 MeHee NOABEPXKEHBI PUCKY apUTMOICHHBIX
COOBITHI M yCTAaHOBJIEHO, YTO HAJIMYME TOMO3UTOTHBIX U KOMIIAyHI-MYTallnH, a
TaK)XKe IUT€HHBIX MYTAaIlHil B IECMOCOMHBIX M HEIECMOCOMHEBIX I'€HaX CBS3aHO C




GBICTPO IIPOrPEecCHpYIOel CepaedHoil HeJ0CTaTOUHOCThIO, YTO OOOCHOBLIBAET
3HAYMMOCTB I'eHeTHUeCcKoTo uccnenopanus npu AKMIL

HecoMHEHHBIH HHTEpeC BHI3BIBAET pa3paboTaHHas MporpamMma MOITaITHOH
muaraocTuku AKMIIL, KoTopas cTaHeT MoNe3HbIM WHCTPYMEHTOM JJisi Bpauew-
MefMaTpoB ¥  Bpauell-IeTcKux Kapaponoros. [lpemmokeH Takke —KpakHe
BOCTpeOGOBAHHBIH KIMHUIMCTAMK alropuT™M AudQepeHIranbHOn [IMarHoCTHKa
AKMLII, 4ro crano BO3MO)KHEIM Gnarosiaps CpaBHUTENHHBIM HCCIENOBaHUAM 2
TPYIIl ~ TALMEHTOB: C  T[@HETHYeCKH JIeTEPMHHUPOBAHHOK AKMII #u
TaXUUHIYIIMPOBAHHON KapiuoMuonaTieir. B pesynbrare 4ero Obuia paspaboTana
IIPOrHOCTHYECKAs MOJIENb, CIIOCOOCTBYIOIIAst pa3srPaHMIEHUIO STHX MTATOJIOTHH.

Hay4yHasi 060CHOBAHHOCTD H JOCTOBEPHOCTH MOJIOKeHHH, BEIBOIOB H
peKkoMeHaaluii, copmMyJIHPOBAHHBIX B JUCCEPTALHN

[{ep AUCCEPTAIMOHHOIO WCCIeNOBaHUs 00OCHOBaHA IIyOOKMM aHATH30M
ITAaHHBIX JIATEPATYphl (Kak 3apyOeXHBIX TaK MW OTEUECTBEHHBIX JIUTEPATypPHbIX
WCTOYHUKOB) M HECOMHEHHBIM KIMHMYECKMM OIBITOM aBTOpa M PYKOBOAUTEIA B
obnacTy W3ydeHHWs Ie[AMAaTPUYECKHX KapIWOMHONATHH, 3aJadd  CTPOro
COOTBETCTBYIOT IMOCTaBICHHOH Lenu.. MccienoBaHue MPOBENCHO HA BBICOKOM
MeTOIMYeCKOM ypoBHe. OOBEM KIMHAYECKOTO HAOIONEHUs [O0CTaTOYHBIM —
NpOAHAIM3UPOBaHbl JaHHble 44 IAlMEHTOB AETCKOro BO3pacTa C TCHETHICCKH
nerepMuHupoBanHod AKMII ¥ Taxu3aBHCHMOM KapAHOMHOMATHEH. Meronsl
HCCIIeIOBaHMUSA COBPEMEHHBI ¥ aJeKBaTHBI IIOCTaBIEHHOW IeNu M 3amadaMm.
TTonmydeHHblE PE3yNbTATHI IPOAHATH3APOBAHEI M 00pabOTaHbl C HCIOJIB30BAHNEM
COBPEMEHHBIX METONOB CTATHCTHUKU. BBIBOABI M INPAKTUYECKAE PCKOMEHIALMH
c(hOpMyTPOBAHBI JIOTUYHO BHITEKAIOT U3 MOIyYSHHBIX PE3YIHTATOB.

OueHka CTPYKTYPbI U cOAePKaHHUsA TUCCePTANHH

JuccepratmonHas pa6ota Kodelinnkosot O.A. H310XeHA Ha 161 crpanure
MAITHHOTIMCHOTO TeKCTa. B CTpyKType BBIIEIEHBI CIeMyIOIMe ITIaBbl: BBEIICHUE,
0630p IHTepaTypsl, MaTepuansl M MeTOMbl, Ppe3yJNbTarbl ~COOCTBEHHOIO
HCCIIeTOBAHMUS, 3aK/IOYEHNE, BBIBOABI, NPaKTUYECKHE PEKOMEHJIAIUH, CIHCOK
COKpAaIlleHWi, CIHUCOK JuTeparypbl. CIHUCOK JIMTEPATyphl BKIOYAcT B cebs 154
HCTOYHMKA, U3 HUX 19 oTeyecTBEHHBIX U 135 3apy0exHbIX aBTOPOB.

BBezeHue IIpe/ICTaBIEHO CTaHIapTHRIMH pa3zienaMu. [laHa XapakTepuCTHKa
aKTyalbHOCTH TeMBI, C(HOPMYIMPOBaHBI LeNb W 33434, MPOAEMOHCTPUPOBAHA
HayyHas HOBHM3Ha M IIpaKTH4ecKas 3HAUYMMOCTH HCCIICIOBAHUA. B pabote
M3JI03KEHBI OCHOBHBIE MOJIOKEHIS, BEIHOCHMEIE HA 3aIlUTY, YKa3aHBI CBEICHHS O
BHE/IPEHMH PE3yJIbTATOB MCCICIOBAHUS B IE4€OHBIC IIPOIECCHI.

B mmaBe 1 mpoBermeH 0030p COBPEMEHHOW  JUTEPaTyphl IO
pAcIpOCTPaHEHHOCTH, KJIMHHYECKOW  KapTHHE, COBPEMEHHBIM  KPHTCPHIM
JAMAarHOCTHKY, B TOM 4Hcie nuddepeHIIHaIbHOM, IOAX0AbI K JIeUeHHUIO allueHTOB




¢ AKMII. OtaenbHO TIpeCcTaBlieHbl TEKYIIUe MPeICTaBIeHNs O T€YeHUN JaHHOI'O
3a00JIeBaHUs y JIeTEH.

B rmaBe 2 mpuBeneHa METOHONOTHS IUCCEPTALMOHHOM paboTEl |
IpeCTaBJIeH TU3aiH UCCIEIOBaHuUS,. .

B rmaBe 3 mpezicTaBieHbl Pe3yNbTaThl MPOBEIEHHOIO HMCCIIENOBAHMS IO
0COOEHHOCTSIM aHaMHe3a, KIMHWYECKOM KapTHHBI, aHHBIX HHCTPYMEHTAIbHBIX
uccienoBanuii y memuarpudeckux O0ompHBIX ¢ AKMIIL JlaHO mpencraBieHHE O
B3aMMOCBSI3M BO3pacTa M M&HI/I@)GCT&HHI/I 3a00JI€BaHUs, €ro JIHardHOCTHUKM.

PaccMOTpeHBI T'eHOTHI-(EHOTUITMUECKHe Koppelsauud. B paboTe ycTaHOBJIEHBI
ormuuns AKMII # TaxuMHIYMPOBaHHOW Kapauomuomnatuu. lIpemioxeHa
nporaocTryeckas Mozes nporaosupoanus AKMIL OxapakTepr3oBaHbl HCXOIBI
¥ T0ApoOHO [aHO OIKMCaHWe Tpynmsl JeTefl ¢  TSKeNbIM  (EHOTHIOM
KapJuHoOMHoNaThH, TmocTpoeHa kpuBasg Kanmana-Meliepa, xapakTepH3yroIlas
BBDKMBAEMOCTE AMEHTOB 6€3 apUTMOTEHHBIX COOBITHIA.

B sakmroyeHMH TpoBeNeHO 0000IeHWEe IOIY4YEHHBIX pPE3yIbTaTOB.
VcTaHOBIEHBI TPUYHHHO-CIEACTBEHHBIE CBA3W. DBBIBOABI W TPaKTHYECKHE
pEKOMEHAIlMKM JIOTUYHO BBITEKAIOT M3 IPEACTaBICHHOrO Marepuajla M He
BBI3BIBAIOT Bo3paxkeHuit. CHIHUCOK JHMTepaTypsl OQOPMIEH B COOTBETCTBUHU C
tpeboBanusimu AeiictByromero 'OCTa.

Apropedepar Oo(QOpMIIEH B COOTBETCTBHM C TpeOOBaHMAMH, OTpaKaeT
OCHOBHOE COJIep)KaHHe IUCCepTAllMOHHOM pPabOTEI, pACKphIBA€T OCHOBHBIE
TTOJIO’KEHUS, BEBIHOCUMBIE Ha 3allUTY. _

ITo MaTepuanaMm muccepranuu oiry6mrkoBaHo 10 pabort, u3 HUX 6 cTated - B
KypHanax, BKmoueHHbIX B «[lepedens...%» BAK Munobprayku P®, BXoAsIux
B 6a3sy naHHBIX Scopus. [loiydeHO CBHIETENBCTBO O TI'OCYIapPCTBEHHOM
peructpanuu basel manmbix Ne2022620959 ot 04.05.2022 «Peructp manueHTOB
JIETCKOTO BO3pPacTa ¢ ApUTMOTCHHON KapIXOMHOIIATHER.

JIvunerit Bknaxg O.A. AJEeKCaHIpPOBHBI COCTOUT B HEIOCPENCTBEHHOM
JAWYHOM y4YacTHW B IUIAHWPOBAaHMM  JIUCCEPTALMOHHOIO  HCCIEIOBaHMA:
poBeieHuH 0030pa JIMTEPATyphl 10 TeMe AucCepTaluu, paspaboTke nu3aiiHa U
METOJIOJIOTHH HCCIIE[OBAaHMs, B aHalW3e UCTOpHH Oolle3HeH, HaOJoAeHUH
MAIMEeHTOB U CTAaTUCTUYECKOM 00paboTKe MOMydeHHbIX AaHHbIX. Ilox pykoBoACT-
BOM aBTOpa M IIPU €€ HETOCPEeJICTBEHHOM y4acTHH OBLJIM ITOATOTOBICHEl U
OIyOJIMKOBAHBI CTATHH 110 MaTepHallaM JUCCEPTALlUU. ABTOP TaK)Ke HEOHOKPATHO
IpeJICTaBIsIa Pe3yIbTaThl AUCCepPTAllii Ha KOH(EPEHIMAX, KOHIpeccaX PasHOro
YPOBHS.

[IpyHIMIHATBHEIX 3aMEYAHKH K IrcCepTaloHHON paboTe HeT. OTaenbHbIE
HEIOYETH He BIUSIOT Ha HAYYHYIO U IIPAKTUYECKYIO [IEHHOCTh AUCCEPTALIUH.

- B xome paGoThl ¢ auccepTanyeil BOSHUKIHN CIIEyOII1e BOIIPOCHL:



1) Hackonbko TpoBeeHHOE TEHETHYeCKOe TEeCTHpPOBAaHHE OINTHMH3UPOBAJIO
nponecc nocraHoBku awarHo3a AKMII mocne HUCKIIOUeHUS TaXW3aBUCHUMOM
TUCHYHKITAH MHOKapia?

2) Kakue cuukomanpHBle COCTOSHUS BCTpeyalnch y Bammux manueHToOB W Bce I
OHH YJOBJIETBOPSIIN KPUTEPUEM apUTMOTE€HHBIX CUHKOIIE?

3) Uem Brl o6wsacHsieTe BeicOkui mporieHT (40%) m3onmmpoBaHHON AUCOHYHKIIAN
MpaBoro xemnynouka y aerer ¢ TKMII?

3akiiouenue
Huccepramusa KodetinnkoBoit Onbru AnekcaHIpoBHBI «JlMarHOCTHYECKHE
MIOJXOABI ¥ OCOOEHHOCTH TEYEeHUs apUTMOTCHHOM KapIHOMHUONATHU y IETEW»,

BHITIOJIHEHHAS TIOJT PYKOBOJCTBOM JIOKTOpa MEIMLMHCKMX HayK, [OICHTa
Bacuukunoii  Enmensl  CepreeBHbI,  SIBISIETCS ~ 3aKOHYEHHOM  HAy4dHO-
KBaIM(DUKAIMOHHOM paboTo#, coepikarieii HoBoe pellleHHe aKTyalbHOH Hay4YHO!
3a7layy, CBA3AHHOM C JHArHOCTHKOM, nubdepeHIMaIbHOM NUArHEOCTUKOM U
IPOrHO3UPOBAHHEM TEUYEHUS] APUTMOTEHHOW KapIHUOMMONATHHM Yy JeTed W
MOAPOCTKOB, YTO UMEET CYIIIECTBEHHOE 3HAYECHUE I [IeJUaTPHUH.

[To cBoe#l aKkTyalbHOCTH, HAYYHOM HOBHU3HE, OOBEMY BBINOJHEHHBIX
WCCIIEJIOBAaHUH, TCOPETHUYECKOW M MPAKTUYECKOW 3HAYMMOCTH JUCCEepPTallMOHHAS
pabora KodeitnukoBoit  Onbru  AIEKCaHIPOBHBEI ~ COOTBETCTBYeT  BCEM
TpeOoBaHUsIM, B TOM uucie 1.9-14 «llonoxeHus o IMPUCYXIESHUU YUEHBIX
creneHeil», yrBepxkaeHHoro IloctanoenenuweMm [lpaBurensctBa Poccuiickon
®enepauuu ot 24.09.20131. Ne 842 (B meiicTByrOIIeH peaKvK), IPEAbIBIICMbIM
K JUCCEpTAIMsIM Ha COMCKaHWE yYEHOM CTENEeHM KaHAuaaTa MEIWLIHWHCKHUX Hayk,
aBrop Kodeiinukosa Onbra AjeKCaHIpOBHA 3aCITyXKUBAET MPUCYKAEHUSA YUEHOU
CTEIEeHH KaHAUIAaTa MEAUIMHCKUX HAYK 1Mo cnernuanbHocTy 3.1.21. Ilequarpusi.

OdunnanbHbIi ONNOHEHT
TTpopeKTOp IT0 MHHOBAITMOHHOW AESTENbHOCTH B cepe
OMOTEXHOJIOTHH U METUIIAHEI, TIpodeccop Kadeapsl

neguarpud ®I'BOY BO «MI'Y um. H.IL. Orapésa» =
IOKTOp MeJ. Hayk, mpodeccop, uneH-kopp. PAH %7”/ JI.A. banbikosa
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