OT3bIB
Ha aBTopedepat aucceprauuu [lonomapésa Bukropa Cepreesuya
«OcoOEHHOCTH reMOpparniecKoro CHHApoOMa y neTei Ha (oHe HOCUTEIhCTBa
IPOTPOMOOTHYECKHUX TTOTUMOP(GHBIX BApHAHTOB I'€HOBY MPEICTaBICHHOM K
3allliTe HAa COMCKaHUE YUEHOU CTeNeHH KaHau1aTa MeJUIMHCKUX HayK
no crnienranbHocTH: 3.1.21. [lenuarpus (MEAMLIMHCKUE HAYKH ).

B Hacrosiliee Bpemsi yCTaHOBIEHO, YTO TpPOMOO3-acCOLUHUPOBaHHbBIE
3a00JIeBaHUsl 3aHUMAIOT OJHY U3 JHAUPYIOUIMX TMO3ULIUNA B CTPYKType
3a0071€Ba€MOCTH U CMEPTHOCTH HacesjeHHus! Bcero mupa. Cienyer OTMETUTh, YTO B
MOCJIETHUE JIeCATUJIETUSI JaHHAs TMaTOJIOTHS SBISIETCS AaKTyaJlbHOM y JIHIL
MOJIOJOTO  BO3pacTa, TMOAPOCTKOB W  gereil. M3ydeHue mOpenauKTOpPOB
TPOMOOTHYECKMX  OCIOXXKHEHHH B  KAaTErOpUM JeTell ¢  MpOSBICHUEM
reMOpparu4eckoro CuHApoMa, B OyaymieM mpodecCHOHATbHBIX JIETUYUKOB,
CIIOPTCMEHOB, BOEHHOCIYXKAIIUX SBISIETCS COLMAIBHO Ba)KHBIM AaCIEKTOM IS
CHIDKEHHMS CIIy4aeB COCYIUCTBIX OCJIOXXKHEHWA TMpU BO3ACUCTBUM HA HUX
OK30T€HHBIX W OJHAOreHHBIX (akTopoB. Ilpu 3TOM TpPOMOO3BI B HOETCKOM U
MOJIPOCTKOBOM BO3pacTe MPUBOAAT K HHBAIHMIM3ALMU U JakKe CMEPTH, U TpeOyroT
CBOEBPEMEHHOM JMAarHOCTHUKHA, WHTEHCUBHOW TepallMd U CBOEBPEMEHHOM
IPO(QUIAKTUKH. UccnenoBanue pacripeeneHus IPOTPOMOOTHUECKUX
MOJIMMOP(HBIX BapHAHTOB T'€HOB CUCTEMBI reMocTasa U (horaTHOro Meraboausma
y JHered C TpOsBIEHUEM KpPOBOTOYMBOCTH AaKTyallbHas W MaJlOM3y4YeHHas
npobyieMa rneauaTpum.

B JUCCepTallMOHHOU pabote B.C. ITonomapésa H3ydeHa
pPacpoCTPaHEHHOCTh MPOTPOMOOTHYECKUX TIOTUMOP(HBIX BapUAHTOB T'€HOB
CHUCTeMBI TreMocTa3a U (hoJlaTHOrO MeTabosu3Ma Cpeid JeTed ¢ IMpOsSBIEHUEM
reMopparuyeckoro CHHIAPOMa.

B ocHOBYy paboThl TOJIOXXEHBI Pe3yJbTaThl MOJEKYISIPHO-F€HETUYECKOTrO
uccnenosanus 207 petedt B Bo3pacte 1-17 ner mccienyeMod M KOHTPOJIBHOM
TPy

BriepBble cpenu neTedl ¢ HalMYMeM KPOBOTOYMBOCTH BBIIEJE€HA pyIa
pHUCKa IO Pa3BUTHUIO COCYAMCTHIX OCJOKHEHWM Ha OCHOBAaHMM MCCIIEJOBAaHHBIX
tpoMboreHHbx JIHK-monmuMopdu3mMoB reHOB cHUCTEMBI remMoctasza U (oJaTHOTO
MeTabonu3mMa. ABTOPOM YCTaHOBJIEHO, UYTO BCTPEYaeMOCTb peaKoro amiens A(-
455) rena FGB, munopsHoro amnenss T(807) rena ITGA2 u MuHOpHOrO amnens
4G(-675) PAI-1 w4ame peructpupoBajiacb y JA€Tel ¢  MpOSBICHUEM
KPOBOTOYMBOCTH TPH CPaBHEHWH C TPYNIONA KOHTPOIS. 3adUKCHPOBAHO, UTO
KOMOUWHaIUss HU3 7 TeTEepO3UroT B KOMIIAYHIOM COCTOSSHUM 3HAYMMO BBIIIE
BBISIBIISTIACh B TpyMIle JeTed C MpOsBIEHHEM KPOBOTOUYMBOCTHU. Y JeTed ¢
IPOSIBIIEHUEM IeMOpPParuiyeckoro CHHAPoOMa B OOJBIIIMHCTBE CIIy4aeB BCTpedaeTCs
coueTaHHe MaTOJIOTHYECKOr0 TOMO3UTOTHOTO TeHoTuma PAI-1 ¢ reTepo3uroTHeIMU
¥ HOpMaJbHBIMHU TOMO3UTOTHBIMH nioTuMopduamamu F7 u F13 daktopos.

BwmecTe ¢ TeM, aBTOpOM BBISIBIEHO, UTO MTapaMeTphl KaueCTBa KU3HU y AeTel
C IpPOSIBIICHHEM TeMOpPparuv4eckoro CUHAPOMa HUXKE, YeM Y 3J0POBBIX IO BCEM
u3ydaeMmbIM mmkanam. [Ipuem mpenapaToB ¢oreBoN KUCIOTHI Y IPYIIIBI AeTeH C
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reMopparn4ecKiM CHUHIPOMOM YMEHbILIAeT BEIMYMHY TOMOLMCTEMHA B IIIa3Me
KPOBU M CYIIECTBEHHO NPUBOJUT K YBEIMUEHHUIO KPUTEPUEB KaueCTBA XKU3HHU I10
IIKajaM COIMATBHOr0 (YHKIHMOHHUPOBAHUS, IICUXOCOLMAIBHOIO 3I0POBbI H
obwero 6amna.

OcoOplif  MHTEpeC TpeACTaBIseT W3yUYeHUE IIOJIMMOP(PHU3MOB TI'€HOB
donatHoro merabonu3Ma, CIEICTBUEM HapyLIEHUs KOTOPOTO  sABJIAETCS
TIOBBIIIIEHHE YPOBHS TOMOILMCTEMHA B IUIa3Meé KPOBHU M CHIDKEHHE IapaMeTpoB
Ka4yecTBa JKM3HHM y HccieayemMoi rpymnmnel aeteid. MccnenoBarenem ycTaHOBIIEHO,
YTO YpPOBEHb IOMOLMCTEMHA B IUIa3Me€ KPOBU y AeTel ¢ KpPOBOTOUYMBOCTBHIO B
cpenneM pocturan 10,62 MKMOIB/. 3aUKCHPOBAHO, YTO ITOCIIE JABYXMECSYHOTO
Kypca Teparuu IperapataMu (onmeBoil KucnoTsl (B go3e 1 Mr/cyT.) ypoBeHb
TOMOILIMCTENHA CHM3WICA 10 6,43 MKMOJB/I M, CIIEI0BaTENbHO, IOKA3aTellx
Ka4yeCTBa XKU3HHU Y JeTeH ¢ KPOBOTOUUBOCTHIO 3HAYMMO YBEIHYUIUCS.

B pesynbrare mpoBeIeHHOr0 MCCIIEOBAHUS 10 BBISBIEHHIO MPEIUKTOPOB
COCYIHMCTBIX OCJIOKHEHUH cpesiy JieTell ¢ reMopparu4eckuM CUHAPOMOM, aBTOPOM
paspa0oTaH aiaroput™M oTOOpa B TPYIIIy BBICOKOTO pPHCKAa M0 Pa3BHTHIO
CoCymauCThIX  ocioxHeHuwid. [lo  wroram  ucciepoBanus — pazpaboTaHa
MPOTHOCTHYECKass Tabynlla, KOTopash BHEJpeHa B IPAKTHYECKYIO [esATelbHOCTh
KOHCYJIbTATHBHO-TUATHOCTUYECKOr0 ILeHTpa (eaepanbHOr0 TOCYJapCTBEHHOrO
O KEeTHOTO 00pa30BaTeIbHOTO YUPEKIEHHsI BBICIIEro 00pa3oBaHus « ANTalCKAN
rOCYIapCTBEHHBIM MEIUIIMHCKAN YHUBEPCUTET» MUHHUCTEPCTBA 3PaBOOXPAHEHUS
Poccuiickoit ®enepauuu.

Hcnone3yembie B paboTe METObl COBPEMEHHBI, aleKBaTHBI NIOCTABICHHBIM
uensaM 1 3agayaMm. O6beM MpoBeIeHHbIX UCCIIEOBAHUM JIOCTaTOYEH U1 BBIBOJOB.
[ludpoBble 3HAUEHHS MMOJBEPTHYTH MaTeMaTUYeCKOMY aHalu3y M obpaboTke ¢
HCIIOJIb30BAHHEM COBPEMEHHBIX CTATUCTUYECKUX METO/IOB.

ABTOp MMeeT XOCTaTOYHOE KOJIMYECTBO IyOnuKkanui - 13, B Tom uucne 6 B
pEeleH3NPYEMBIX HAYYHBIX JKypHanaxX, pekomeHnoBaHHbIX BAK MunoOpHayku
Poccun. Pesynbrarel auccepraliid B JOCTAaTOYHOM CTENEHHW IpeCTaBieHbl Ha
POCCUMCKUX KOH(hEPEHIUIX.

Bornpocos u 3ameuaHnuii o apropedepary Her.

Takum ob6pasom, auccepranuonHas pabora [lonomapésa B.C. Ha Temy
«Oco0eHHOCTH T'eMOpparuyeckoro CWHApoMa y JeTed Ha ()OoHe HOCHUTEIbCTBA
IPOTPOMOOTHYECKUX TOJIUMOPGHBIX BapHaHTOB T'€HOB», IIPEACTaBIE€HHas Ha
COHCKAaHHE YYEHOH CTeneHW KaHauAaTa MeAMLMHCKUX HAyK 10 CIELUallbHOCTU
3.1.21. Ilexuatpus, sBAsSETCS 3aKOHUYECHHOW HayYHO-KBaJIH(UKALIMOHHOW paboToH,
B KOTOpOM Ha OCHOBaHUHM BBINOJHEHHBIX MCCIENOBAHUA M IIOJTYYEHHBIX
pe3yJIbTATOB COJEPKUTCS pPElIeHHe HAy4YHOW 3aJaud 110 BBISBICHHUIO TPYIIIE]
JeTel C BEICOKUM PUCKOM Pa3BUTHUS COCYIUCTBIX OCIOKHEHUH.

ITo cBoe#t aKTYaJIbHOCTH, METOAWYECKOMY OOECIeYeHHIO, Hay4HO-
NPaKTHYECKOW  3HAUMMOCTH  JUcCCepTalusi  IOJHOCTBIO  COOTBETCTBYET
TpeGoBaHUsIM MYHKTY 9 «llonoXkeHHss O MPHUCYKIECHUH YYEHBIX CTEleHEen»,
yrBepxaerHoro [locranosnenuem [lpaBurensctBa Poccuiickoi ®enepanuu ot 24
centsiops 2013r., Ne842 (co BceMM M3MEHEHMAMH U  JIONOIHEHHSIMH),
IpeIbsSBIseMbIM K JUCCEpPTalUsM Ha COMCKAaHME YYEHOM CTENeHHM KaHaujaara



MEIMIIMHCKUX HayK, a e€ aBTOp 3aCiy)KHUBaeT IPUCYXKICHUS UCKOMOW CTEIeHHU
KaHOWJaTa MeIWIMHCKHX HayK no crneuuanbHoctd 3.1.21. Ilenmatpus
(MeIMIIMHCKHE HAYKH ).
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