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AKTyaJIbHOCTI) TEMBbI.

OpnHuM U3 HauboJIee YaCcTO BCTPEYAIOIIMXCS BPOXKIEHHBIX IIOPOKOB CepIIa SBIJIACTCA
OMKYCIHMIAIBHBIN a0pTaibHBIN KianaH. OHaKo, B HACTOSIIEE BPEMs HET TOYHBIX JaHHBIX O
PacIIpOCTPaHEHHOCTH NAHHOTO OpoKa cepana B Poccuu. [NanueHTs! ¢ OMKyCIUIaTbHBIM
A0PTAILHBIM KIIAMAHOM MMEIOT G0Jlee BEICOKUH PUCK PA3BUTHS CEPACTHO-COCY TUCTRIX
ocioxHeHuH. Yalre Bcero y JaHHOM TpyTIbI MallMEHTOB BCTPEYaeTCs pa3BUTHE a0PTAIIbHOIO
CTEeHO3a M JIJIATAllUU BOCXOAIIEN aOPThI, IPH 3TOM aOPTalIbHEIM CTEHO3 Y IaHHBIX ITallUCHTOB
popmupyeTcs B 6ostee MOJIOIOM BO3PACTE, B CPABHEHHH € MAIUCHTAMHU € TPEXCTBOPYATHIM
AOPTAITHHBIM KJIAIIAHOM.

V3BecTHBIE HAa CETOMHSNIHUN J€Hb JaHHBIE O BIUSHUU OMKYCIHIAIBHOTO a0pTATBHOTO
KJ1allaHa Ha pa3BUTHE JUIaTaIllM{ BOCXOAMLIETO OT/ela a0PThI H a0PTAJIbHOIO CTEHO3a
IIPOTUBOPEYMBBEI, TAKXKE IMEETCS HEJOCTATOYHOE KOIUYECTBO JAHHBIX O COYCTAHUH
A0pTAJILHOTO CTEHO3a M AWJIATALMH BOCXOAIIECTO OT/ENA A0PThI y TIALIHCHTOB C
GUKyCIMIATbHBIM a0pTATbHBIM KianaHoM. [laTorenes popMupoBaHus OUKYCIHIATHHOTO
A0PTATBHOTO KIIAMaHa Ha CErOIHSMIHMIL IeHb TAKKe OCTaETCs IPEAMETOM HAayHBIX TUCKYCCHH.

Kpome Toro, akTyabHOCTb U3y4eHHS acleKTOB (POPMUPOBAHHS a0PTATBHOTO CTEHO3a 1
PACIIMPEHHS A0PTH! 00YCIIOBIEHA TAKKEe PUCKAMK IPO3HBIX OCTIOKHEHHH B CIlydae 11031HeH
JIMArHOCTHKY JAHHBIX COCTOSHMIL: a0pTalbHBIA CTEHO3 TSDKENOH cTenenu 03 XMpypru4ecKoro
JledeHMs TIPUBOIHT K TSDKETBIM opMaM CEpAEUHON HETOCTaTOYHOCTH, A THIIaTallls a0PThI
MOYKET IPOrPECCHPOBATH 10 AHEBPH3MBI 20PTHI M OCTIOKHHUTHCS THCCEKIHCH.

B mucceprarnmonnom uccienoanuu Mpriora O.b. npuBeneHb! pe3yibTaThl
IIPOCTIEKTHBHOTO HUCCIIE0BaHMs IALEHTOB C A0PTATBHBIM CTEHO30M W/HIIM [HIaTalkeH
BOCXOJISIIETO OT/IENa a0pThI U HATMYHEM OMKYCIIHAAIBHOTO a0PTAIBHOTO KilalaHa, B paMKax
KOTOPOTO H3yYeHa poib GHOMapKepoB BOCIANCHUS ¥ KalblU(HUKaIIH, a TAKXKe POJIb F'EHOB
curganpHoro myte Notch B popMupoBaHHH a0pTAIBHOTO CTEHO3a M AMIATallMH BOCXOIALICTO
oTzena aopThl. [IpeacTaBiieHb! JaHHbIe O KIMHAKO-JeMOrpahuIecKnX XapakTepHCTHKaX
MAIUEHTOB ¢ OUKYCIUIATFHBIM a0pTalIbHBIM KJIAlIaHOM, TOKa3aHbl pe3yIbTaTbl CPABHUTEIBHOIO
aHAJIM3a UCXOJIHBIX JAHHBIX IAI[MEHTOB ¢ TPUKYCIUAATBHBIM U OUKYCIUAAIbHBIM a0PTaIbHBIM
kiananoM. [IpHBeIeHsl JaHHbIe 0 Hanbosiee BaXKHBIX MPU3HAKaX U 3a00JIeBaHHsX,
ACCOIIMUPOBAHHBIX C A0PTAIBHBIM CTEHO30M U JHJIaTalliel BOCXOIAILIEro OTAe/a a0pThL.
ITpoIeMOHCTPUPOBAHBI Pe3y.IbTaThl aHANHN3a BIUSHHUS nucOaiaHca B CHCTEME
octeonpoterepi/RANKL/RANK Ha ¢popmupoBaHre aOpTAIBHOIO CTEHO34, BBIABICHEI
IPEIMKTOPHI PA3BUTHS A0PTAILHOTO CTEHO3a Y TIALMEHTOB ¢ OMKYCIHAATBHBIM 20PTaTbHBIM
KJIAIIaHOM U JrJIaTalMell BOCXOISIIETo OT/eNa a0PThL. A TaKXKe OIIpe/e/ieHa B3aUMOCBA3b
noJMophHBIX BAPHAHTOB B FeHAX-y4aCTHHKAX CHIHAMbHOTO myTH Notch ¢ pasBuTHEM
A0PTAJBHOrO CTEHO3a M AUJIATAllMH BOCXOJSIIET0 OT/ENa a0PTEHL.



Hay‘maﬂ HOBH3HA U NMIPAKTHY€CKAHA 3HAYUMOCTb PE3yJIbTAaTOB.

Hayunas HOBHM3HA JHCCEPTAMOHHON paOOThI 3aKJIFOYAETCs] B MIPEICTABICHUN PE3YIIbTATOB
MIPOCIIEKTUBHOTO HCCIICJIOBaHKMs MAallMEHTOB C AOPTAIbHBIM CTEHO30M W/WIM JAuNaTanue
BOCXOJISIINEr0 OTIeNIa a0pThl U HAIMYMEM OMKYCHHAAIBLHOIO aopTAJbHOTO KJAllaHa, B paMKax
KOTOPOTO H3ydYeHa pojib OMOMapKepOB BOCHANICHHS M KaJlbLU(UKAIMM, a TaKKe pOJb IeHOB
curnanpHoro mytu Notch B ¢popMHpOBaHHH a0pTaJIbHOTO CTE€HO3a M JWJIATallMM BOCXOIAIIErO
OTJiea a0pThI.

ITo pe3yabTaTaM HCCICOOBaHUA IIOATBCPIKICHA BBICOKAA 3HAYHMMOCTb 6I/IK}’CHI/IIIEUILHOFO
aopTAJILHOT'O KJlallaHa B Q)OpMI/IpOBaHI/II/I JuIaTaliiid BOCXOOALICTO OTACIa aOpThl U aOPTAJIBHOIO
CTCHO34.

[TpoJIeMOHCTPHpOBaHa MPOrHOCTHYECKas: 3HAYAMOCTh MAapKepoB KalblUU(pHKAIUH |
BOCTIAJICHHUsST B (DOPMUPOBAHUHU aOPTAILHOTO CTEHO3a M JWIATAIMM BOCXOZALIETO OTAENa aopThl,
onpeieNieHbl H3MeHeHust curHaibHoro myTu ocreonporerepu/RANKL/RANK u deryuna-A mpu
(hOopMHUPOBAHUH a0PTAITHHOTO CTEHO3A.

BrIsBIIEHBI 1Ba HOBLIX BApHAHTa HEOTPeIeIEHHON 3HaunMocTd B reHe NOTCH] y naiyenToB
C aOpTAILHBIM CTEHO30M, KOTOpbIE MOTYT BHOCHTH BKJIAJ B IaToreHe3 3a00JE€BaHMHM aopThl U
AOpPTAILHOTO KiaraHa M MOTYT OBITh HCIIOJIB30BaHbl JUIA IIPOTHO3UPOBAHMS PHCKA Pa3BUTHL
A0PTANILHOTO CTEHO3a M JWJIATAlliH BOCXOIALIEro OTIENa aopThl y MAllMEHTOB ¢ OMKYCIHIATBHBIM
A0PTATBHBIM KJIAIIAHOM.

VcTanoBIIEHE] (baKTOpI)I PHCKa pa3BHUTHA aOpTAIbHOI'O CTEHO3a W JUIaTallik BOCXOISIICIO
OTIeIa a0pThl, OIPEJICIIEHBI IIOPOI'OBLIC 3HAYCHUS Hauboee CYHIECTBEHHBIX U3 HUX.

Crenenb 000CHOBAHHOCTH M JOCTOBEPHOCTH HAYy4YHBIX I0JI0’KEHHH, BLIBOJIOB H
pexoMeHaanmii, cpopMy THPOBAHHBIX B JHCCEPTALIMH.

Hacrosmee JAUCCEPTAIMOHHOEC MCCJICIOBAHUE BBIIIOJIHEHO Ha BBICOKOM
MCTOAOJIOTHYCCKOM YPOBHE. ﬂI/I3aI>'IH BKJIFOYACT B cebs TpH 2JIEMEHTA! pCTpOCHCKTHBHBIfI
aHaJiu3, IIPOCIIEKTUBHOC O6CCpBaHI/IOHHOG HCCJIEA0OBAHNUE U T€EHECTHYCCKOE UCCIICAOBAHUC.
O06ocHOBaHHOCTH U JOCTOBCPHOCTH ITOJYYCHHBIX PE3YJILTATOB IIOATBCPIKAACTCA IMOJTHOTOM
H3JIOKECHHOI'0 MaTe€puaia, YaI0BJIECTBOPUTCIIbHBIM o0BeMoM BLI60pKI/I, HCIIOJIb30BAHHEM
AICKBAaTHBIX MOCTABJICHHELIM 3aJladaM METOA0B HUCCJICAOBAHHUA H CTATUCTHYCCKOTO aHaIn3a
JaHHBIX.

O0beM M CTPYKTYpa JUCCEPTALIUH.

JTucceprarwst Uptiora O.B. n3noxeHa B TpaIULIIOHHOM CTHJIE B COOTBETCTBHUH C
tpebosanusmu BAK u 'OCT. Pabora uznoxena Ha 302 cTpanunaX MamIHHOMUCHOTO TEKCTA,
wutrocTpupoBana 38 tabmumamu 1 117 prucyHkaMu. TeKCT AMCCEPTAIIMOHHOTO UCCIIeJOBAaHHS
BKJIIOYAET B ce€0sl CIIEAYIOIIHE Pa3IeNbl: BBEICHHE, 4 TJ1aBbl, BBIBOJBL, IPAKTHYCCKUEC
PEKOMEHIAIINH, TEPCIeKTHBBI JaJbHEeHIeH pa3spaboTKy TEMBI, CIIACOK COKPAILICHUH U CITCOK
JUTEPATyPBI.

Bo BBegeHuun aBTOPOM H3JIOKEHA aKTyaJIbHOCTH TEMBI JUCCEPTAINH, Hay"HAad HOBH3HA,
IIpakTH4YeCcKasd 3HAYUMOCTh, LI€JIb U 3aJa9H HCCJICAOBAHNA, OCHOBHBIC ITOJIOXKECHHU A, BBIHOCHUMBIC
Ha 3alIuTy, 1 CBEACHUS 00 anpo6a1m1/1 ITOJIYUYCHHBIX PE3YJILTATOB.

B nepBoii riaBe, 0030pe JIUTEPaTyphl, IPEACTABIIEH TIIyOOKHH aHaIN3 TUTEPaTyPHI 110
npobieme GOpMHPOBAHHS a0PTAIBHOTO CTEHO3a U PACHIMPEHHUS BOCXOASIIECTO OT/AENA a0PTHI Y
HAIUEHTOB ¢ OUKYCIUIATBHBIM a0pTATbLHBIM KiIanmaHoM. [locie10BaTeibHOCTh U Ka4eCTBO
M3JI0)KEHHOTO MaTepHasa CBHIETENbCTBYET O IIyOOKHX 3HAHMSX JMCCEPTAHTa B OOJIACTH
KapJIMOJIOTHE U €0 CTIOCOOHOCTH KPUTHYECKH MOJIXOMUTh K aHATH3y HAYYHBIX HaHHBIX. Takxke
JECCEpPTAHTOM YETKO ¥ MOHSTHO H3JI0XKEHBI TPOOETIbl B HCCIIENYEMOM mpodiieMe, KOTOPBIE



TIOCITYKUJIH HIPEAIIOChIIKAMHA IJIA IIJIAHUPOBAHUA U MIPOBEACHUSA JUCCEPTAIITHOHHOT'O
HCCIICAOBAHHUA U ITOJTHOCTBIO 000CHOBBIBAIOT €r0 AKTYaJIbHOCTD.

Bo BTOpOﬁ rjiaBc, MaTcpHralibl 1 METOIBI, HOI[pO6HO OITMCaHbI MaTepuail U METOBIL,
IIPUMEHSICMBIC B XOO€ UCCIIEAOBAHHNA, OTPAXKCHA o0Omas CTPYKTYpa nuccepTaiiy, U3J10KCHBI
KPHUTCPHH BKIHOYCHUA U HEBKITIOUCHUA MAITUECHTOB, UX UCXOAHBIC XapaKTECPUCTHKH, a TAKXKC
IMpeACTaBJICHO HO,I[pO6HO€ OIIUCAaHUE IIPUMEHAEMBIX METOIOB UCCIENOBAHUA U CTATHCTHICCKOI'O
daHaJIn3a JaHHBIX.

B TpeTheii raBe, pe3yibTaThl HCCIEI0BAHHUS, IIPEACTABICHBI JaHHBIE O KJITHHHKO-
JeMorpapuUecKuX XapaKTepHCTHKaX MAlleHTOB ¢ OMKYCIHAAIBHEIM a0PTaIbHBIM KJIalaHoM,
OKa3aHbl Pe3yJIbTaThl CPABHUTEIHHOIO aHATN3a HCXOJHBIX JAHHBIX MMAIHEHTOB C
TPUKYCITHAATEHBIM U OUKYCIIMIAIbHBIM a0PTalIbHBIM KIanaHoM. [IpuBeeHb! JaHHBIC O
HauboJIee BaXKHBIX IIPU3HAKaX U 3a00JIeBaHMIX, ACCOLIMUPOBAHHBIX C A0PTAIBHEIM CTEHO30M U
JAIIaTaliued BOCXOISAIIErO OTAea a0pThl. [Ipo1eMOHCTPHPOBaHbI Pe3y/IbTaThl aHAIU3a BIIMSIHUS
mucbananca B cucteMe ocreonporerepu/RANKL/RANK na opMupoBanye a0pTaabHOIO CTEHO3a.
BEIABIIEHEI IPEUKTOPEI PA3BHTHS 2Q0PTATBHOTO CTEHO3a Y MAIMEHTOB ¢ OMKYCITHIAIbHBIM
AOPTAIBHBIM KITAIAHOM U AWJIaTalliel BOCXOISIIEro OTAeNa aopThl. OnpeienieHa accoanus
HOTMMOP(HBIX BAPMAHTOB B F€HAX-YYaCTHUKAX CUIHAIBHOTO IyTH Notch ¢ passuTreM aopTaibHOTO
CTEHO3a U JTUJIaTalield BOCXOISIIEro OT/ENa aOPTHI.

B ueTBepToOif raBe, 00CyKIECHHE, AaBTOPOM IIPEIACTABICH riryOOKUH aHAJIN3 MTOTYYEHHBIX
B XOJIe UCCJIENOBaHUs JaHHEBIX U COMOCTABIIEHUE C Pe3YyIbTaTaMU OTCUYCCTBEHHBIX U 3apyOexHBIX
HUCCJIENOBaHUIA.

BEIBOMIBI M TPAKTHIECKHE PEKOMEH IAIIMH YeTKO CHOPMYITHPOBAHBI, HAyIHO-000CHOBAHbI
U TIOJIHOCTBIO COOTBETCTBYIOT IEJIH U 3a/1adaM JUCCEPTAIlHOHHOI0 UCCIICOBAHHUS.

3ameuanus K padore. [[pyHIMNINAIBHBIX 3aMEYaHUH K IUCCEPTALIHOHHOMY
ucciaenosanmio Uptiora O.B. na Temy «KITHHHKO-ITATOreHETHYECKHE aCIEKThI (POPMUPOBAHHS
AOPTAIBLHOTO CTEHO3a M PACIIMPEHUs a0PTHI Y MAllMEHTOB ¢ OMKYCIUAATBHBIM a0PTaIbHBIM
KJIAIIaHOM », TPEJICTABJICHHOMY K 3alllUTe Ha COUCKAHUE YUECHOH CTENCHH JOKTOpa MEIUIIMHCKUX
Hayk 1o creransHocTd 3.1.20. Kapanosnorus, He umMeeTcs.

B pamkax Hay4HOIi JHCKYCCHH MOKHO c(popMy/IHpOBATEH C/IeIYHIIHA BOIPOC K
aABTOPY AUCCEPTALMOHHOIO HCC/Ie10BAHUA:

He cumTaer 1M JUCCEPTaHT, YTO KPUTEPHH OLEHKH AUIATAIINH a0PTHI JOJIKHBI OBITh
M3MEHEHBI 118 AIUEHTOB ¢ OMKYCIMIAIBHBIM a0pTaIbHBIM KIanaHoM? C y4eTOM UMEIOIINXCS
JIAHHBIX O JUCCEKIIMH aOPThHI Y MAIlMEHTOB C OMKYCIHMIAIbHBIM a0PTAbHBIM KIIAITaHOM IIPH ee
MEHBIIEM pa3Mepe B CPABHEHUH C TAIHEHTaMH ¢ HOpMalIbHOH MOp(dOoIorue aopTajibHOro
KJIaIlaHa ¥ B CBA3H C 3THM 00Jiee paHHHUMH [TOKa3aHUSAMHU K OIIEPAaTUBHOMY JICUCHHIO.

3aIIaHHI:II71 BOIIPOC HOCUT YTO‘{HSIIOII_II/II;‘I 1 IIO3HABATECIIbHBIX XapaKTCP U HE BIIUACT Ha
06HI€€ 6HaFOHpH$ITHOC BIIeYaTJI€EHHE O Ka4€CTBC AUCCECPTALITMOHHOIO UCCJICJOBAHU.

3aksmouenue, [Iucceprarrontas padora Mprtiora Oneru boprcoBHEI Ha TEMY:
«KnMHMKO-IIaTOreHETHYECKHE acTieKThl (POPMUPOBAHUS a0PTaIbHOIO CTEHO3a U PACITUPEHHUS
A0PTHI y MAUEHTOB ¢ OMKYCIUIATBHBIM A0PTATIBHEIM KIIAIIAHOM», IPEJICTaBICHHAs K 3alUTE HA
COMCKAHHE YUEHOMH CTeleHH JOKTOpa MEIUIIMHCKHIX HAYK 110 crenuansrocTy 3.1.20.
KapIHOJIOTHs SBIIAETCS 3aKOHUCHHOM HayYHO-KBaIU(HKAIHOHHOA paboToH, B KOTOPOH penreHa
aKTyaJbHas 3aj1a4a — OIpe/iesieHa pojlb OMKYCIHIAIBHOIO a0PTATLHOr0 KilanaHa B pa3BUTUH
A0pTATBLHOTO CTEHO3a H JUJIATALIMK BOCXO/IALIEH a0pThl, yCTAHOBJIEHA 3HAYMMOCTL GHOMApKepOB
KaTbIU(PUKAINHI B Pa3BUTUH a0PTAIBHOIO CTEHO34a.



C yueToM akTyanbHOCTH, 00beMa MPOBEICHHOH paboThl, HAYYHOH HOBHU3HBI U
IIPAKTHYECKON 3HAYMMOCTH ITOJIyYE€HHBIX Pe3yJIbTATOB, IPEICTaBICHHAS TUCCePTAIHOHHAS
paboTa COOTBETCTBYET TPEOOBAHUSIM, YCTAHOBJICHHBIM 11.9-14 «[lonoxeHue 0 mopsiake
IPUCYKICHUS YUEHBIX CTEIIEHEH », YTBEPKICHHOTO MMOCTaHOBNIeHHeM [ IpaBuTenbCTBA
Poccuiickoit @eneparyu No842 ot 24 centsopst 2013r. (¢ U3MEHEHUSIMH B peIaKIIHK

nocta"oBieHni Poccuiickoit @enepannn No355 ot 21.04.2016r., Ne748 ot 02.08.20161., Ne650

ot 29.05.2017r., Ne1024 ot 28.08.2017r., Ne1093 ot 10.11.2017r.), npeabSIBISEMBIM K
JOKTOPCKHMM JHCCEPTALUSAM, a aBTOp pabOThl 3aCiTy’)KMBAET IPUCBOEHHUS YUEHOU CTEEHU
IOKTOpa MEMIIMHCKUX HayK Mo cnenuanbHocTH: 3.1.20. Kapauonorus.
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