3AKJIIOYEHUE JUCCEPTAIIMOHHOT'O COBETA 21.1.028.02 (JI 208.054.04),
CO3JAHHOI'O HA BA3E ®EJIEPAJIBHOIO T'OCYIAPCTBEHHOIO
BIOIDKETHOI'O VUPEXJIEHUSA «HALIMOHAJIHBIN MEJIULIMHCKUN
UCCIIENOBATEJIbCKWMI ~ LIEHTP KMMEHM  B.A.  AJIMA30BA»
MHWHHCTEPCTBA 3[PABOOXPAHEHW A POCCUIMCKON ®EJEPAIIUN, T10O
JMCCEPTALIMM HA COUCKAHUE VYYEHOM CTEIIEHU JOKTOPA
MEJIVLIMHCKMX HAVK

arrecTtaliioHHOe geiro Ne

pelIeHne IUCCepTaliOHHOTo coBeTa oT 26.02.2024 No 42

O npucyxnennu Hpriora Omnbre Bopucosre, rpaxmanmny Poccuiickoit
Denepanyy, y4eHOH CTEIIeHN JOKTOpa MEULUUHCKUX HayK.

Huccepranusa  «KJIMHMKO-IaTOTEHETHYECKHE  aCTeKThl  (POPMHUPOBAHHUA
aQOpPTANBHOIO CTEHO3a W pACIIMPEHMs aOpThl y IAIMEHTOB C OUKYCIHAATbHEIM
aopTajlbHBIM KiaraHom» mo croenuansHocTH 3.1.20. Kapnuonorust mpuHsATa K
samure 20.11.2023 r, npotokon Ne39 nmuccepramuonHsiM cosetoMm 21.1.028.02
(I 208.054.04), cozmanHbiM Ha Gase DenepanbHOrO roCyIapCTBEHHOIO
OromkeTHOrO yupexneHus «HalnoHANBHEIM MEIUIUHCKHN HCCIIeJ0BaTeIbCKHUiT
neHtp uMeHu B.A. AnmasoBa» MuHHCTEpPCTBa 3apaBOOXpaHEHHS PoccHiCKoi
Oenepanun, 197341, Canxr-Ilerepbypr, ym. AxkyparoBa 1. 2, [PHKa3
Muno6puayku Poccuu Nel617/HK oT 15.12.2015 (pen. B COOTBETCTBUM ¢ IPUKA30M
Munobpnayku Poccun o BHeceHHH n3MeHeHuH oT 26.01.2023 Ne 54/uk).

Couckarens Mpriora Onbra bopucosHa 23 asrycra 1978 roma poxaeHus.

Juccepraiyio Ha CONCKaHUE yUEHOW CTEIeHH KaHIuaara MEIULMHCKUX HayK
«KIIMHUKO-TIaTOTeHETHUECKHE ~ aCIeKThl  (OPMHUPOBAHMSA  OCTEONEHHYECKOTO
CHHIpPOMa y OOIBHBIX B MOCTHH(APKTHOM TepHome» 3aummtuna B 2005 r. B
OUCCEPTALMOHHOM COBETE, CO3JaHHBIM Ha 0Oaze KemepoBckoif rocymapcrBeHHON
MEIULUHCKON aKaJeMuHU.

Paboraer poueHToM Kadenpel Kapauoaorud MHCTUTyTa MeIULUHCKOTO

obpazoBanus ~ DelepasbHOr0  TOCYZApPCTBEHHOTO  OHOMKETHOrO  YUPEKIEHHS



«HarmonaneHpIi MEAULITHCKUH UCCIIEI0BATENBCKHIM LIEHTp MMEHH B.A. AIMa3oBay
MunncrepcTsa 3npaBooxpanenus Poccuiickoit ®enepanyu.

Huccepranms  BBINONHEHa B HAYYHO-HCCIIENOBATENBCKOM  OTIEJNE
HEKOPOHApOTeHHbIX 3aboneBaHuil cepaua MHCTHTyTa cepima ¥ COCymoB W Ha
Kadenpe Kapauonoruu (akyiabTeTa MOATOTOBKH KaJpOB BBICIIEH KBalHQUKALIUK
Wuctutyra MenmumHCKOro obpasoBaHus B (DelepaJbHOM oCyIapcTBEHHOM
OIOMKETHOM yupexaeHuHn «HaluoHanbHBIM MeIULIUHCKUN HCCIIen0BaTeNbCKHUIl
neHtp wMmeHd B.A. AnmasoBa» MuHucTepcTBa 37paBooXpaneHus Poccuiickoin
Oenepanuu.

Hayynplli KOHCYJIBTAHT -— JOKTOP MEOWIMHCKUX HayK, mpodeccop
MouceeBa Omnpra Muxaiinosna, @enepanbHOe TOCYIapCTBEHHOE OIOMKETHOE
yupexaenne «HalnuoHanbHeIH MEIMIUHCKHN HCCIENOBATENbCKUH LEHTP HMEHH
B.A. Anmazosa» MuHHcTepcTBa 31paBooxpanenus Poccuiickol Denepanuu, oTael
HEKOPOHAPOTeHHBIX 3a00JIeBaHU cep/lla, INIaBHBIN HayYHBIH COTPYAHUK; MHCTUTYT
cepala U COCyAOB, TUPEKTOP.

OduunanbHbIe ONMOHEHTHI:

bap6apaw Oubra JleonnaoBHa - JOKTOp MEIUIMHCKHX Hayk, Ipodeccop,
akanemuk PAH, ®enepansHoe rocygapcTBeHHOE OHOIKETHOE HAyYHOE yUPEkKICHHE
«HayuHo-uCCIe0BaTeIbCKUI HHCTUTYT ~ KOMIUIEKCHBIX — [pO0OJeM  CepaedHo-
COCYIUCTBIX 3a00JIeBAHUI MunucrepcTBa HayKU 2 BBICIIIETO
obpaszosanus Poccuiickoit eneparyu, aAIMHHUCTPAIHS, JUPEKTOD;

XyOynasa I'emmaamii I'puropseBHY - [OKTOp MEAUIMHCKAX HAyK,
npodeccop, akagemuk PAH, OenepanpHoe rocyaapcTBEHHOE GIOMKETHOE BOEHHOE
o0Opa3oBarenbHOe yUpeXIeHHe BBICIIIETO o0pa3oBaHUS «BoeHHo-
MenunuHcKas akagemus uMenn C.M. KwupoBa» MuHucTepctBa  060pPOHEI
Poccutickont ®@enepanuu, | kadenpa v KIMHUKA (XHPYPTHUH YCOBEPIIEHCTBOBAHHS
Bpaueil), 3aBeyIOLuii;

Tenpiiun Iennaguii EpumoBuY - TOKTOp MEIUIMHCKUX Hayk, mpodeccop,
DenepalibHOE  IOCYNapCTBEHHOE aBTOHOMHOE 00pa30BaTeNibHOE  YUPEKAECHHUE

BeIcIIero  oOpasoBaHus  "Poccuiickuii  HAIMOHANBHBIA  HCCIIEIOBaTeIbCKUI



MEIULMHCKUH  yHuBepcureT mmeHn H.M.  Iuporosa"  MuHucrepcTsa
31paBooXpaHeHust Poccuiickoii ®Denepanum, kadenpa TOCHOUTANBEHON Tepanuu
umenn akagemuka I M. Cropoxaxosa iede6HOTO daxynsreTa, mpodeccop

JaJTH MOJIOKUTENILHBIE OT3BIBBI Ha TUCCEPTALUIO.

Beaymiasi opranusamms — OezepalbHoe IOCYJapCTBEHHOE GIOMKETHOE
yapexzaenue «HaunoHanbHpIi MEUIMHCKHIN HCCIIEI0BATENBCKHN LIEHTp CepledHO-
cocynucror xupypruu umenn A. H. bakynesa» MuHHCTEpCTBA 31paBOOXpaHEHUS
Poccuiickoii ®epeparun (. MockBa), B CBOEM ITOJOXKUTEIHHOM OT3BIBE,
noAanucaHHoM — Muponenko — BrmaguMupoM — AJleKCaHIpOBMYEM,  JOKTOPOM
MEJUIMHCKUX HayK, 3aBEHYIOIIUM OTIAECJIEHHEM PEKOHCTPYKTHBHOM XUDPYPIrHU U
KOpHSL aopThl, yKa3zajia, 4To JguccepranuoHHas pabora Hptiora O.B. ssisgercs
3aKOHYCHHOH Hay4HO-KBaNIU(DUKAMOHHONH paboToif, B KOTOPOH COAEpPKHUTCS
peIIeH)e BaKHOU POOIEMBI COBPEMEHHOH KapAHOJIOTHH - OLIEHKE PUCKA Pa3BUTHA
MaToJOTUH  aoOpTBl M IOPOKa JBYCTBOPYATOTO AOPTANBHOTO  KiarnaHa u
NPENYNPEXICHUIO Pa3BUTHS THKENBIX CEPJIEYHO-COCYIHUCTBIX OCJIOKHEHUH Y
ITAIUEHTOB JaHHOU IPYIIHI.

IIpuHIMIHaNbHBIX 3aMEUaHUH OT3BIBBI HE COLEPIKAT.

B oT3biBe O(UIMANBHOIO ONIOHEHTa JOKTOpPa MEIMIMHCKUMX HAayK,
npodeccopa, axagemuxka PAH Bap6apaur O.JI. comepxurcs 2 Bompoca (OT3bIB
[pUjIaraeTcs, B Xo/ie 3acelaHus IIOIy4eHbl apryMEHTHPOBAHHEIE OTBETEI).

B oT3biBe O(UUMANBHOIO ONIOHEHTa HOKTOpPa MEIUIMHCKMX Hayk,
npodeccopa, akanemuka PAH Xy6ymassr I'I. comepxwutcs 4 Bompoca (OT3BIB
[pUIaraeTcs, B Xo/e 3aCeaHus MOIyueHbl apryMEHTUPOBAHHBIE OTBETH).

B oT3biBe OQuUUMANBHOrO ONIOHEHTa JOKTOpa MEIUIMHCKHX HAayK,
npodeccopa I'enmmuna ['E. comepxutcs 1 Bompoc (OT3BIB MPHIIATaeTCs, B XOIE
3acelaHusl TIOJIyYeH apryMEHTHPOBAHHBIN OTBET).

Couckarens umeer 114 (601/372) onyGiaukoBaHHEIX paboT, B TOM YHCIIE IO
TeMe IHCCepTaluy ormyonukoBano 67 (357/246) paboT, U3 HHX B pELEH3UPYEMBIX
HayYHBIX H3JaHusax omybnukosano 38 (209/145) pabotr. B sTux myGnukamusx B

MOJIHOH MEpe OTpaXxE€Hbl OCHOBHBIC H Hanbojee 3HAYUMBIE PE3YIbTAThI



AUCCEPTAllTHOHHOI'0 HUCCJICTOBAHHI. B AUCCEPTAIMH OTCYTCTBYIOT HEOOCTOBEPHBIE
CBCICHUA 00 OHY6J’II’IKOB8,HHBIX COHCKareiIieM pa60TaX, aBTOPCKOM BKJIalI€ B 3THU

PaboThI M BBIXOIHBIX JaHHBIX IyOIHKAILL.

Haunb6osiee 3naunmble paboThl 110 TeMe JHCCePTALHH:

1. Irtyuga, O. NOTCHI mutations in aortic stenosis association with
osteoprotegerin/RANK/RANKL / Irtyuga O., Malashicheva A., Zhiduleva E. [et
al.] // BioMed research international. —2017. — Vol. 2017. — P.6917907.

2. Zhiduleva, E. Cellular mechanisms of aortic valve calcification / Zhiduleva E.,
Irtyuga O., Shishkova A. [et al.] // Bulletin of Experimental Biology and
Medicine. —2018. — Vol. 164. — Ne. 3. —P. 371-375.

3. Malashicheva A. Osteogenic potential of adipose mesenchymal stem cells is not
correlated with aortic valve calcification / Malashicheva A., Irtyuga O. Kostina
A. [etal.] // Biological Communications.- 2018. - Vol. 63. -Ne 2. - P. 117-122.

4. Voronkina, I. Expression of osteoprotegerin and soluble ligand of receptor of
kappa-B transcription factor activator in the calcification of aortic valve /
Voronkina L, Irtyuga O., Smagina L. [et al.] // Biomeditsinskaya khimiya. —
2019. —Vol. 65. — Ne. 1. - P. 57-62.

5. Malashicheva A. Notch signaling in the pathogenesis of thoracic aortic
aneurysms: A bridge between embryonic and adult states / Malashicheva A.,
Kostina A., Kostareva A., Irtyuga O., Uspensky V. // Biochimica Et Biophysica
Acta.(BBA)-Molecular Basis of Disease. — 2020. — Vol. 1866. — Ne. 3. — P,
165631.

6. Metsker O. Dynamic Aortic Aneurism Risk Factors / Metsker O., Kopanitsa G.,
Irtyuga O. [et al.] // Studies in Health Technology and Informatics. 2021. — P,
130-135. '

7. Irtyuga, O. Application of Machine Learning Methods to Analyze Occurrence
and Clinical Features of Ascending Aortic Dilatation in Patients with and
without Bicuspid Aortic Valve / Irtyuga O., Kopanitsa G., Kostareva A. [et al.]
// Journal of Personalized Medicine. — 2022. — Vol. 12. — No. 5. — P. 794,

8. Hpriora, O. b. AKTMBHOCTP MAaTPHKCHBIX METAIIONPOTEMHA3 Y OOIBHBIX C
aHEBPU3MOH BOCXOJAIIETO OT/eNa a0PThl Pa3NHIHOH stronoruu / Mptiora O.B.,
Bopoukuna W.B., Cmaruna JI.B. [u mp.] // Aprepuansuas runeprensus. — 2010.
—T. 16. — Ne. 6. — C. 587-591.

9. Hptiora, O. b. OcobeHHOCTH MaToreHe3a aopTaibHOIO CTEHO3a Y MALUEHTOB C



aprepuanpHO# runeprensuelt /  Hpriora O.b., XXunynesa E.B., Kazakosa E.E.
[1 np.] // Aprepuansrast runeprensust. —2013. — T. 19. — Ne. 6. — C. 495-501.

10.Wpriora, O. Bb. / KoHleHTpawust 0CTeonpoTereprHa 1 pacTBOPHMOIO JTHTaHIa
perienitopa akTuBaTopa (pakTopa TPAHCKPHUIIIUU Karra B B CHIBOPOTKe KpOBH y
NalMeHTOB ¢ aopraibHbiM creHo3oM // Hpriora O.b., XXunynesa E.B.,
Hy6posckas O.b. [u mp.] // KapL[anorI/Iﬂ. —2014. -T. 54. — Ne. 6. — C. 44-48.

11.Wptiora, O. B. Poik OCTEONOHTHHA W MAaTPUKCHON METAIIONpPOTeHHa3sl -9 B
(popmupoBanme aHeBpH3MBI IPyIHOTO oTaela aoptel / Hptiora O.B., Ipyxkkosa
TA., T'aBpumox H.JI. [u zmp.] / Poccuiickuit kapauomoruyeckuii xypHal. —
2015.-T. 123.- Ne. 7. - C. 73-77.

12.I'aBpuimiok, H. JI. AHeBpH3Ma BOCXOZSIIErO OTHENA a0PThl: OT MOIEKY/ISPHO-
TeHETHYECKUX OCOOEHHOCTEH IaroreHe3a 10 BhIOOpa MeTofa JIeYEHHS.
Tpancisnuonnas menununa / Faspumok H.JI., Yenerckuit B.E., Manammdesa
A.b., Hptiora O.B., [lpyxxoBa T.A., Kocruna JI.A., Bopouxuna 1.B., XKio6a
A.A, XKykos B.A., Xepnakos A.J., 6parumos A.H., Monceesa O.M., Toprees
M.JL. // Tpancnsiumonnast menununa. — 2016. — T, 3. — Ne. 1. — C. 6-20.

13.Hpriora, O.b. IlaToreHerrueckue MeXaHU3MbI KATBIUPUKALMY a0pPTATHHOTO
KJlaraHa: aHanu3 cobctBeHHbIX naHHBIX / Uptiora O.B., Kumynesa E.B.,
Manammuuesa A.B. [u ap.] / Tpaucnsaumonnas meguiuaa. —2016. — T. 3. — Ne. 1.
—C. 21-28.

14.0Kunynesa, E. B. buomapkepsl KOCTHOrO MeTaboiwsMa IpH aopTalbHOM
cTeHo3e: ponb neduumra BuTamuHa D / Xumynesa E.B., Upriora O.B.,
Myprasanuesa ILM. [u gp.] // Poccuiickuit KapauONOrHYecKuit KypHAT. —
2016.—T. 139. - No. 11. — C. 54-59.

15.T'opnees, M. JI. Xupyprudeckoe neueHne aHeBPH3M BOCXO/ISAIIETO OT/ENa a0PTHI
/ Topnees M. JI, Yenenckuit B. E., U6parumos A. H., Illep6unur T. C.,
bakanos A. I1O., Uptiora O. Bb., T'apwmox H. I, Mouceesa O. M. //
Kapnuonorus u cepaedno-cocyaucras xupyprus. — 2016. — T. 9. — Ne. 3. — C.
42-50.

16.UpTtrora, O. B. Pons cucremsl octeonporerepuna /Rankl/Rank B marorenese
aopraiibHOro creHo3a / Mptiora O.b., XXunynesa E.B., Myprasanuesa [LM. [u
np.] // Poccuiickuii kapnuonorudeckuii xypHai. — 2018, — Ne, 2. — C. 39-43,

17.Wptiora, O. b. Ponb rema NOTCHI B (hOpMUPOBAHHU aHEBPU3MBI aOPTHI /
Hptiora O.b., @peiinuxman O.A., Kpusonocos JI.C. [u np.] / Poccuiickuii
Kapauonoruueckui xypHai. — 2018. — Ne. 7. — C. 53-59.

18.Wptiora, O. b. Yacrora BBISABICHHS ¥ KIMHHYECKAS 3HAYUMOCTH JIATEHTHOIO



MH(DEKIHOHHOTO SHI0KAPIUTA ¥ MAlHEHTOB ¢ a0pTalbHEIM cTeHo30M / MpTiora
O.b., UYucraxoa B.I., Temuypuna A.O. [u gap.] / Poccuiickuit
KapIuonorudeckui >xypHail. —2019. — Ne, 11. — C. 10-15.

Ha nuccepranuio u aBropedepar NoCTyHIIH OT3bIBBI:

JOKTOpa METUIWHCKUX HayK, Ipodeccopa, UileH-KoppecnoHneHta PAH,
3aMECTUTENIsI JUPEKTOpa 0 HayYHOH paboTe, pyKOBOIUTENSI OTAENA KapAUONOTUN 1
CEPIIEIHO-COCYIUCTON XUPYPriu MeaMIMHCKOro HayuHO-00pa30BaTe/ibHOr0 EHTpa
DeziepanbHOr0 rOCYAapCTBEHHOTO OIOMKETHOrO 00pa30BaTeNbHOTO yUPEskASHHUS
BBICLIEro 00pa3zoBaHus «MOCKOBCKHH TIOCYHapCTBEHHBIM YHUBEPCUTET HMEHU
M.B. Jlomonocosa» Mankemmnmeuiau Cumona TeiimypazoBuua (. Mocksa);

JOKTOpa MENUIMHCKMX HayK, Ipodeccopa, wieH-koppecnongenta PAH,
3aBelYIOIIEro Kadenpol INponeneBTMKH BHYTPeHHHX 6onesnell ®enepanbHOro
FOCYapCTBEHHOIO  aBTOHOMHOIO  00pa30BaTEIbHOTO  YUPEKAEHHUS  BBICIIETO
obpazoBanus «POCCHICKHH HAUHOHAIBHBIA HCCIIENOBATEIbCKHN MeIUIUHCKHI
ynuBepcurer umeHu H.M. Iluporosa» MuHucTepcTea  31paBOOXpaHEHUs
Poccuiickoit ®enepanuu ApyTionosa I'puropus Ilasaosuua (r. Mocksa);

JAOKTOpa METUIMHCKMX HayK, Ipodeccopa, 3aciyXeHHOro Bpaya Pd,
3aBe/lYIOIIEro  Ka(enpol TOCHUTaJbHOH Tepalud MEIHIHHCKOrO (aKynsTeTa
Cankr-IletepGyprckoro rocynapcrseHHoro yHuepcureta OOpesana Amngpes
I'puropsesunya (r. Cauxr-Iletepbypr);

B or3biBax ykaszaHo, uTo mucceprauuonHas paGora Wptiora O.B. seasercs
CaMOCTOSITe/IBHON 3aBEPIIEHHON HAyYHO-KBaTU(QUKALMOHHON paboTOl, B KOTOPOH
COHNCPXXHUTCS  HOBOE  pElIeHHe Hay4YHOIO BOMPOCA  BBISBIEHHS  KIMHHUKO-
MaTOTEHETUYECKMX OCOOEHHOCTEH (OPMUPOBAHMSA aOpPTANLHOIO CTEHO3a H/UIH
pacHIMpPEeHUs] BOCXOMAIIEr0 OTZAENa aOpPThl B 3aBUCHUMOCTH OT THITA a0PTalbHOIO
KJiarmaHa Juis pa3paboTKy NepCOHUPUIMPOBAHHOIO ITOAX0/a K BEJEHHIO MAlHEeHTOB,
HUMECIOLIUX Ba)KHOE 3HaYE€HHUE UL IIPAKTUYECKOTO 3/IpaBOOXPAHEHHS.

OT3bIBbI [TOOXKUTENBHbIE, KPUTHUECKHX 3aMeYaHui He COIEpIKaT.

Beibop  opuUuanbHEIX ~ ONIOHEHTOB M Bedylledl  OpraHdsaIfuu

O0OOCHOBBIBAETCA HX BBICOKOU Hay‘IHOﬁ KOMIIETEHTHOCTBIO M OOJIBILIAM



IMMPaKTH4YC€CKUM  OIIBITOM B obnacTu KapauoJIorTHu U CCp,I[G‘IHO—COCYI[PICTOI;’I
XUPYPIHH, PYKOBOACTBOM KIIMHHUYECKHUX OT}IGJICHI/IPI, HAYHYHO-HUCCJICOOBATCIIbCKHX
HHCTUTYTOB H na6oparopp1i’1, a TaKXe€ HaJIUYAEM COOTBECTCTBYIOIIHUX HAYYHBIX

yOIHKaIUH.

HuccepranMoHHBIH COBET OTMeYaeT, YTO HA OCHOBAHHH BbINOJHEHHBIX
coHcKaTeJieM HCC/Ie 0BAHUIA:

MpeJiosKeHa CHCTEMA CTPaTH(UKALUK pHCKA pPasBUTHUS COYETAHHBIX
OCJIOXXHEHUH y TIALIMEHTOB C OMKYCIIUIAIbHBIM a0PTaIbHEIM KIIATIAHOM;

pa3paboTaHbl [PEJUKTUBHBIE INKANBl PHCKA pa3BHTHS  COYETAHHOM
NaTOJIOTMH Y MAlUEHTOB ¢ OUKYCIUIATBHBIM A0PTAIBLHBIM KIIATIAHOM,

JIoKa3aHa polib OUKYCHHIATbHOIO a0pTAJBHOTO KilallaHa B PHCKE Pa3BUTHUS
A0pTAIbHOTO CTEHO3a W/MIK AUNATALlUN BOCXOSIIETO OTAeNa a0PTEL;

BBeJeHbl B Ka4eCTBE JOIOIHUTENBHBIX MPEIUKTOPOB PHCKA Pa3sBUTHS
A0pTAJIBHOIO CTEHO3a HE3aBUCHMO OT THUIIA KJalaHa y MaiueHToB cTapiie 40 jeT ,
IIOPOTOBBIE  3HAYEHWsS MapKEpOB  KalbIU(UKAIWKH B  CHIBOPOTKE KpPOBH:
ocreonporereput Beime 7,9 mmons/n, SRANKL Berme 0,58 mmons/i, deryun-A
HIoKe 274 MKr/MIT;

NPOAeMOHCTPHPOBAHO KIMHUYECKOE 3HAU€HME  IaTOTECHHBIX BapUAHTOB
reqoB curHanpHoro mytd Notchl (NOTCHI, DVL3), npeumyiiecTBeHHO Y
MalMeHTOB C OWKYCNUJANBHBIM aOPTAJIbHBIM KIAmaHoM, B ()OPMHPOBAHHH
aoOpTajlbHOrO CTEHO3a, JWIATallMd BOCXOJIIEr0 OTAEeNa aopThl, a TaKxkKe
npoTeKTUBHbIA d>Qdekr amiens C Bapuanta rs3812603 B OTHOIIEHHWH pPa3BUTHA
A0PTAIILHOTO CTEHO3a BHE 3aBUCHUMOCTH OT THITA A0PTaAJILHOTO KilalaHa;

pokasaH Bkian cucteMsl ocTeonporerepud/RANKL/RANK u deryuna-A B

(bOpMI/IpOBaHI/IG KaJIbIIHHO3a aopTaJIbHOI'0 KJiallaHa,

TeopeTuquKaﬂ SHAYUMOCTDb HCCJICIOBaAHHUSA o0ocHOBaHAa TeéM, YTO:

AoKAa3aHO 3HayeHue cucTeMbl ocTeomporerepud/ RANKL/RANK u deryun-A B



Pa3BUTUH AOPTAJBHOTO CTEHO3a, YTO II03BOJIAET PACCMaTPUBATh TaHHYIO CHCTEMY
KaK MOTEHUHATBHYIO MULIEHb IJIS TePareBTUYECKOr0 BO3AEHCTBUS;

NPHMEHHTEJbHO K MNpobjeMaTHKe [JUHCCEPTALUHH  Pe3yJaLTATHBHO
HCIIOJIE30BaH KOMIUIEKC 6a30BEIX METONOB HCCIIENOBAHMS, & TAKKE COBPEMEHHOIO
CTaTUCTUYECKOTO aHalln3a JUIs OLEHKH PUCKa Pa3BUTHUS a0PTAILHOIO CTEHO03a H/HIIU
JUNaTalud BOCXOMSILIEr0 OTHEeNa aopThl Y HAIMEHTOB B 3aBUCHMOCTH OT THIA
a0PTAIBHOTO KJIaaHa;

H3JIOJKeHBbl  [10Ka3aTeJbCTBA  MNPEIPACHONIOKEHHOCTH K  Pa3sBUTHIO
a0pTaJIbHOIO W/WIM AMIATAlUM BOCXO[SIIEr0 OTIENa aopThl B 3aBHCHMOCTH OT
(akTOpOB  pHCKa, COIyTCTBYIOIUMX 3a00jieBaHMM, HapymleHUH B CHCTEMe
ocreonporerepu/RANKL/RANK, curnansHoro mytu Notch;

PacKpbITBbI HM3Kas CHENU(UYHOCTH W  YyBCTBUTEILHOCTH aHAJIMA3a
KOHIICHTPallii  MAaTPUKCHBIX METaJUIONPOTeMHa3 2 THOA M MAaTPUKCHBIX
METaJIONpOoTenHas 9 Tuna B CBIBOPOTKE KPOBH, UYTO MO3BOJSIET HE PEKOMEHIOBATH
UX ONpeJel/ieHHe B CBIBOPDOTKE IJISi OLIEHKM PHCKA PA3BUTHS a0pTajbHOIO CTEHO34
W/WIM JUIaTallMy BOCXOSIIIETO OT/AeNa a0pPThL;

ompenesieHa IEPCIEKTUBHOCTE TIE€HETHYECKOTo CKpuHHHra reHos Notch
curHaneroro nytu (NOTCHI1, DTX4, DTX1, DVL2, DTX3L, DVL3) mus
NPOrHO3UPOBAHMS pUCKA Ppa3BUTHS AOPTANBHOIO CTEHO3a U AUNaTallud
BOCXOJISILETO OTA€a aopThl y MAIMEeHTOB C OWKYCHMIadbHBIM aOpTalbHbIM
KJIaIaHOM;

npoBefieHa MOJAEPHH3ANMSI CYIIECTBYIOUIEI0 IIOJXOAa K alrOpUTMY
o0cnenoBaHus ¥ HAOMIONEHUS MNALUEHTOB C aOpPTAIbHBIM CTEHO30M H/MJIH
paciiupeHHeM BOCXOMSIIEro OTAENA AOPThl B 3aBHCUMOCTH OT THIIA a0pPTalbHOIO

KJIaItaHa.

3HayeHue IMOJYIEHHBIX COHCKATEJIeM Pe3yJ/IbTaToB HCCJHE€IOBaHUA IJIf
MpaKTHKH MOATBEpXKIACTCH TEM, YTO:
HNOJIYYEHHBIE pE3ylnbTaTbl HUCCJIENOBAHUA BHEAPEHbLI B KIIMHUYECKYIO

[IPAKTUKY KapAHOJOTHYECKHX OTHEJIEHUH B BUIOC peKOMeH,HaL[I/H;i 10 OCOOEHHOCTSIM



BEJICHUS M JOIIOJHUTEIEHOMY OOCJIEeNOBAHHUIO MALUEHTOB C aOpTAJIBHBIM CTEHO30M
W/WIH  [MIaTalyue BOCXOISIIIEr0 OTAeNa aopThl B 3aBHCHMOCTH OT THIIA
ao0pTaJILHOTO KJIalaHa,

BBISIBJIEHO, YTO JIJIsI POTHO3UPOBAHMS PUCKA PA3BUTHS a0PTaIbHOIO CTEHO3a
H JUAJaTaldyd BOCXOASINETO OTHENa aopThl y MNALUEHTOB C OWKYCHHAaIbHBIM
AOpTaJIbHBIM KJIANIAHOM MOXKHO HCIIONB30BaTh pa3pabOoTaHHbIE IIpeIUKTUBHEIE
IIIKaJIbI;

onpenesenbl (aKTOPbl PUCKA Pa3BUTHs JUIATALAE BOCXOMSILEro OTHelNa
AOpThI, IMO3BOJISIOIIKAE PACCMOTPETH BO3MOXHOCTh CKPUHUHIOBOIO BBINOJHEHMS
TPaHCTOPAKAILHOTO 3XOKApAUOTPA(PHUIECKOr0 HCCIIEJOBAHNUS,

NMOKa32aHO, YTO HHU3Kas BBIABISEMOCTh HMH(MEKIMOHHOTO SHAOKApIUTa Y
NAaUEeHTOB C aOpPTAJBHBIM CTEHO30M Ha JOONEPAallMOHHOM JTare Tpebyer Goiee
TIIATEIBHOTO cOopa xkanob u aHaMHe3a. Y NalUeHTOB ¢ KaIbIUHO30M a0pTalbHOTO
KjlarlaHa Y JIMXOPaJKOW HESCHOrO TIeHe3a B clydae OTCYTCTBHS BereTalui Ha
aopTajlbHOM KJIallaHe II0 JaHHBIM TPaHCTOPAKaJIbHOIO 3XOKapAUOrpapuyecKOro
UCCJICIOBAHUSI W TPH OTPULATEIIBHOM OaKTepHONOIMYECKOM HCCIIEOBAHHE
HEO0OXOTUMO IIPOBe/ICHHE YPECIHUIIEBOIHOTO dXoKapauorpaduueckoro
UCCJICIOBaHHUS [l UCKIIIOYEHUS BTOPUYHOIO HH(EKIIMOHHOTO YHI0KAPIUTA,;

BbISIBJICHO, YTO MIIPOBEIEHHE CEKBEHUPOBaHHUs 110 MeToly CaHTepa, a TaKKe
[IPOBE/ICHHE ITOJIHOOK30MHOI'O CEKBEHUPOBAaHUSI B KayeCTBE JUArHOCTUYECKOTO
METO/ia IMEePBOU JIMHUM JJ BepU(HUKAIMS MPUYMHBI a0PTANbLHOIO CTEHO03a W/WIIH
AUNIaTallid  BOCXOJMIIEr0 OTHeNla aopThl y IMAaIlHEHTOB, HE3aBUCHUMO OT THIIA
aopTaJbHOTO KJallaHa, HeLeIecoo0pa3Ho;

ompejeJieHbl [OPOTOBBIC 3HAYEHHs ocTeonpoTerepuHa, SRANKL, deryrnna-

A, TIOBBILIAIOIINE PUCK (POPMUPOBAHISI A0PTAIBLHOIO CTEHO3A.

Onenka J0CTOBEPHOCTH Pe3yJITATOB HCCJIET0BAHMS BLISBUJIA:
pe3yNbTarThl MOTY4YeHEl Ha JOCTATOYHOM I10 00BeMY MaTepualle UCCIIeNoBaHUs
(amanusza Gosee 145 ThICAY pe3ynbTaToB 3XOKapaUOrpa@UUecKUX HCCIETOBAHUIN U

MOCIIEAYIOUIEro BKITIOYEHHs 526 MaluenToB U 89 4e0BeK KOHTPOILHOMN IPYNIIBI ) C



IpoBelieHHeM O0CNeoBaHus IpH IOMOIIYM aJeKBAaTHBIX JIa0OpPAaTOPHBIX |
MHCTPYMEHTAJIBHBIX METOIOB, C UCIOIBE30BaHUEM METOJI0B MAIIMHHOIO 00y4YEHH s, a
TaKKe THUCTOJNIOTHYECKUX, MMMYHO(DEPMEHTHBIX H MOJEKYISPHO-OUONIOTHYECKHX
METOOB HCCIIENIOBAHUS C YY€TOM IIOCTaBJIEHHEIX 3a/1a4;

TeOpHsl TIOCTPOEHA Ha MPOBEPSEMBIX [JaHHBIX, I[TOJYYEeHHBIX B XOIe
KOMIIBIOTEPHOr0 U MAIIMHHOIO MAaTEMAaTHYECKOIO aHalu3a U cOope KIMHHYECKUX
JAaHHBIX, MPEACTaBICHHBIE PpE3YJNBTATHl COMIACYIOTCS C  OMyOIMKOBAHHBIMU
pesylbTaTaMu IUCCEPTALMOHHOIO UCCIIEN0BAHMS,;

uaest HCClefoBaHMsA 0asHpyeTcss HA aHalu3e MpPaKTHKH, OOOBIIEHUH
MHPOBOTO OIBITa B OONACTH CEPAEYHO-COCYNUCTON XHUPYPIUU W KAPAMONOTHMHU, M
HE/IOCTATOYHOM 00beMe OOBEKTHBHBIX AAHHBIX O KIIHHUYECKHX, J1abOPaTOPHBIX,
MOP(]OTIOrMYECKUX U MONEKYIIPHO-FeHETHYECKUX JETEPMUHAHTAX (hOPMHPOBAHHUS
a0pTAJILHOTO CTE€HO3a W/HIJIM AUNATAIIMH BOCXOSIIErO OTAea a0PTHI Y MAleHTOB C
OMKyCIUIANBHBIM a0pPTaIbHBIM KIIATIAHOM.

JIn4HbIH BKJIAJA COMCKATeNsl COCTOMT B aKTUBHOM YYACTHU BO BCEX 3TAlax
paboThl: (OpMYIUPOBAaHMM IIENH, CO3NAHMH pabodyell IumoTessl M pa3paboTKe
AOW3aiiHa MCCIIEN0BaHUs, M3YYEHHUM KIMHUYECKUX U MHCTPYMEHTANIbHBIX JAHHBIX
MalHeHTOB, B CO3JaHMU Oa3bl JAHHBIX, aHAIW3e U OOOOILIEHWH IIOIYyYEHHBIX
pe3yJbTaToOB, B IOJrOTOBKE IyOIMKAIMi 10 BBIIOMHEHHOH paboTe, anpo6upoBaHuH
NONYYEHHBIX PpE3YJIBTaTOB HA POCCHHCKUX M MEXIYHApOJHBIX KOHIpeccaxX, B
(OpPMYNTHPOBAaHUH BBIBOAOB, [IONOKEHHH ¥ [PAKTHYECKMX PEKOMEHIAITHi,
3HAYUMBIX JUISI HAYKU U KapIHOJIOIHH.

B xozme 3amuTel [uccepTalvy KPUTHIECKUX 3aMeUYaHUi BBICKAa3aHO He OBLIO.
Couckarens Vprrora Onbsra boprcoBHa MOJTHOCTBIO OTBETHIIA HA BCE 3aaHHBIE €if B
XOJle 3aCeIaHusl BOMPOCHI.

Ha 3acemanmm 26.02.2024 roma nuccepranuonueni coser 21.1.028.02
(1 208.054.04) npunsan pemtenue npucynuts Mpriora Onbre BopucoBHe yueHyro
CTEeNIeHb JOKTOpa MEIUUMHCKUX HayK Mo creuuansHocTH 3.1.20. Kapnuonorus 3a
pellleHHe  aKTyaJbHOW  HAay4yHOM  3amauum:  HayyHoe  OOOCHOBaHHE K

HNEPCOHAIIM3UPOBAHHOMY  IIOAXOLY B HOUArHOCTHKE aOpTaJibHOTO CTEHO3a u/unu



PaclIMpEeHUs] BOCXOASIIEr0 OTAENa aopThl M JHCHAHCEPHOMY HAOJIONEHUIO B
3aBHCHMOCTH OT THIIA a0PTAJIBHOTO KJIallaH.

Ilpy mpoBemeHHM TaMHOTO TOJOCOBAHUS JUCCEPTALOHHBIH COBET B
KonmuyecTBe 20 4YemoBek, u3 HUX |2 [JOKTOPOB HayK [0 CIIEHHAIPHOCTH
3.1.20. K 24
3.1.20. Kapauonorus, y4acTBOBaBIIMX B 3aCeNaHUU, U3 YeJIOBEK, BXOMAIIUX B

COCTaB COBETa, ImporonocoBainu: 3a - 20, mpotuB - 0, HeLeHCTBUTEIBHBIX

OronieTeHel — HeT. /

Ilpencenarens

JUCCEPTAIlHOHHOTO COBETA
21.1.028.02 (/1 208.054.04)
npodeccop, akageMux PAH

Esrenuii Biiagumuposerd L Imsxto

Y4eHsli cekpeTaphb
JUCCEPTAlIMIOHHOIO COBETA
21.1.028.02 (1 208.054.04) -~ Q\J"ewo;;
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