SAKJIIKOYEHUE JIMCCEPTALIMOHHOI'O COBETA 1 21.2.058.04 HA FA3E
®EJIEPAJIBHOI'O 'OCYJIAPCTBEHHOI'O ABTOHOMHOTI'O
OBPA30OBATEJIBHOI'O YUYPEX/IEHU S BBICILIEI'O OBPA30OBAHUS
«POCCUNCKUHN HALIMOHAJIbHBIN UCCJIEJJOBATEJILCKUMN
MEJIMLIMHCKUU YHUBEPCUTET UMEHU H.W. [TUPOT'OBA»
MHUHHUCTEPCTBA 3JIPABOOXPAHEHUSI POCCUICKOM ®EJIEPAIIVH IO
JNCCEPTAIIMU HA COUCKAHHUE YYEHOU CTEITEHU JIOKTOPA
BUOJIOTMYECKUX HAYK

aTTecTallMOHHOE Jies10 No

peleHne JuccepraMoHHoro cosera ot 14.04.2025 Ne 02

O npucyxaennn Mamenoy Uierapy Canex oriisl rpakaaHuHy PoccHiickoi
Mdenepanuu, yueHOH CTENEHH JOKTOpa OHOIOrHYECKHX HayK.

Jluccepranus Ha TeMy «XpOMaTo-Macc-CleKTPOMETPUYECKash JUarHOCTHKA
HaCJIC[ICTBEHHBIX OoJsie3Hel MeTabonu3Ma y neTei» NPEACTaBICHHOH Ha COMCKaHHE
YYEHOH CTENEeHH JJOKTOpa OHOJIOTHYECKHX HAayK Mo cnenuanbHocTh: 3.3.8. Kiimauueckas
nabopaTtopHasi auWarHocTHka, npuHaATa K 3ammre 13.01.2025r. nporokon NeOl
JquccepraoHHeiM coBetoM 21.2.058.04 na Oase denepanbHOro rocyaapCcTBEHHOTO
aBTOHOMHOI0 00pa30BaTENIbHOTO Y4pexk/IeHusl Bbiciero obpasoBanus «Poccuiickuii
HallHOHAJIBHBIA ~ HMCCIEOBATENbCKHH  MEAMUMHCKHH  yHHBepcuTeT uMmenn H.H.
[IuporoBa» MunucrepcTsa 3apaBooxpaHeHus Poccuiickot ®Peaepauun (npukas
Nel0O5/uk ot 11.04.2012 r.), agpec: 117997, r. Mocksa, yi. OCTpOBHUTSHOBA, A. 1.

Conckarens MamenoB Hnbrap Canex orasl 1967 roma poxAcHHs, 3allUTHI
JUCCEPTALMIO HA COMCKAHUE YUYECHOW CTENEHH KaHAuaaTa MEIHUMHCKHX Hayk «BiusHue
pH, unTencuBHocTH YDA wu3inyueHHs, TemMnepatypsl Ha reMoiuTHdeckue 3¢¢exTs
(dypokymapuHOB» 3amUTHII 19.09.1994 roay, B auccepTalilHOHHOM COBETE, CO3JaHHOM B
Poccuiickom [T'ocynmapctBenHomM Meaunuackom YHuBepcutere um. [Iuporosa. B
17.12.1993 roay oxoHuyms1 acnupaHTypy Ha 0a3e Poccuiickoro I'ocyaapcTBeHHOTO
Menuuunckoro Yuusepcutera uM. H.M.IIuporoBa MunucTepcTBa 37paBOOXpaHEHHs
Poccuiickoii denepauu.
B Hacrosiiee BpeMsi paboTaeT BeAyIIUM HayYHbIM COTPYAHHKOM B ['0CyZapCTBEHHOM
OI0/UKETHOM YUPEKICHHH 3/IpaBoOXpaHeHusi ropoja Mocksel «Hay4HO-NIpakTHYECKHI
LEHTP CHEeLHAIM3UPOBAHHON  MEIMIMHCKON momomu neraM umenn B.®. BoiiHo-

Slcenerkoro /lenapramMenTa 3ipaBoOXpaHeHus roposia MOCKBEI».



Juccepranma  BeimonHeHa B Hay4Ho-HMCCIEAOBAaTENbCKOM — KIMHHYECKOM
WHCTUTYTE MEIHaTPHU M JETCKOH XUpypruu uMeHH akagemuka lO.E. BensTHmena
desiepallbHOTO  rOCYAApCTBEHHOTO  aBTOHOMHOTO — 00pa30BaTENBHOTO  YUPEKIACHHs
Beiciiero  ofpaszoBaHus  "PoccuiickMii  HAalMOHANBHBIM  MCCIIEI0BATENbCKHUIT
MeauiMHCckui yauBepeuter umMern H.U. TTuporosa" MunucrepceTsa 31paBooXpaHeHts
Poccuiickoit @enepanun

Hayunbiii koncyabTanT:

CyxopykoB Baagumup CepreeBud - JOKTOp MEIHLMHCKHX HayK, mpodeccop,
3aBe/lylomuii  saboparopueli, TJaBHBIH  HAY4YHBIH  COTPYAHHMK  JlabopaTopuu
HelipoMopdonorun,  denepasbHOTO  TOCYIAPCTBEHHOTO  OIO/DKETHOrO  HAyYHOrO
yupexieHus «HayuyHbIi HEHTP HEBPOJIOTHIY,

O¢uunaibHbIe ONMOHEHTHI:

I'noros Amnapeii CepreeBuu - J0KTOp OHOJIOrMYECKHX HayK, 3aBEIYIOLIHH
orzaesioM renomHod meauimHel M. B.C. bapanoa ®enepaibHOro rocyaapcTBeHHOTO
OIO/DKETHOIO  HAy4yHOro  ydpexzacHus  "HayuyHo-HCClIeOBAaTEIbCKUH  MHCTUTYT
aKylepcTBa, ruHekosnorud u penpoaykronoruu umeHn J[.O. Orra" MunucrepcTsa
3paBooxpaHeHus Poccuiickoit deaepanmu;

HNBanen  Taresima  IOpweBHa - JOKTOp  MEAMUMHCKHX  Hayk,
3aBEHYIOLIHH KJIMHUKO-AHarHOCTHYECKOH naboparopuci ®denepaibHOTO
rocysapcTBeHHoro OwmketHoro yupexaenuss @I'BY " HauuoHanbHbI MeIMIIMHCKHI
HCCIICIOBATCILCKUI IICHTP aKyIIEPCTBA, THHEKOJOTHH H TEPHHATONIOTHH HMEHH
axanemuka B.W. Kynakosa" MunuctepcTsa 31paBooxpaneHus Poccuiickoit denepanyu;

Benuxanosa Jhiogmuna MocndoBua - jgoktop OMONTOrMYECcKMX  Hayk,
npodeccop, 3aBelyIONMHA Hay4YHO-HCCIIEN0BATENbCKOH aboparopuu XpomarorpahHu
denepanbHOTO  TOCYIAPCTBEHHOTO  OIO/UKETHOTO  00pa3oBaTE/IbHOTO  YUPEKICHUS
Beiciiero  oOpasoBanus  "CeBepo-3amajJHbli  rOCYJapCTBEHHBIH  MEIMIMHCKHH
yuuBepcuter um. M.M. MeunnkoBa" MunucrepcTBa 31paBooxpaneHus Poccuiickoi
denepanuu.

Beaymas opranusanus:
depepanbEOe  TOCYAApPCTBEHHOE OrOJUKETHOE  yupexaeHue «HanmonanbHbIN
MEIMIMHCKUIT  MCCIIeIOBATENILCKUH IEHTP JAETCKOH TIeMaToJIOrMH, OHKOJOTHH U

HMMYHOJIOTHH  HUMEHH HMHTPHH Porauesay MHHHCTCp CTBa 3/IpaBOOXpaHCHHA



Poccmiickoii @enepanun, ropog MockBa B CBOEM ITOJIOKHTEIBHOM 3aKTIOYCHHH,

MOJAMUCAHHBIM 3aBEAYIONMUM JabopaTopHeil (hapMakoJOrHH M OLEHKH TEXHOJIOTHI
sapaBooxpanenns PI'BY«HMHULL JAI'OU wmm. JImutpus Porayesa Mumsmpasa Pd
JIOKTOPOM MEIMIIMHCKUX HayK, oueHToM biinoBeiM JIMutpuem Cepreesuuem ykasana,
uro  [luccepramms  Mamenosa  Mnerapa  Camex  ormer  «Xpomaro-mace-
CICKTPOMETPHYECKAs THarHOCTHKA HACIIEICTBEHHBIX Oosie3Hel MeTabonmu3ma y aereit»
SIBIISIETCS  CAMOCTOSITENILHOM  3aBEPIIEHHON  HayuHO-KBaTHUKanmoHuHoii  paboToi,
coAepKalleil COBOKYIMHOCTh HOBBIX HAay4YHO-NPAKTHYECKHUX PELICHHH 110 ONpeAeICHUIO
3HAUYCHHs M S(Q(EKTUBHOCTH  XPOMATO-MAcC-CIIEKTPOMETPUM B 1abopaToOpHOIA
JINarHOCTHKE HaclIe[ICTBEHHBIX OoJe3Hei 0OMeHa aMHHOKHCIIOT, OPraHMYeCKUX KHCIIOT,
ALMIKAPHUTHHOB, KUPHBIX KHCJIOT, IIyPHHOB H MUPUMHANHOB C OLEHKON pedepeHCHBIX
HHTEpBAJIOB U1l 3THX T[OKasaresned, a Takke pa3paboTKe COOTBETCTBYHOIIMX
aarOpUTMOB  KJIMHHMKO-IA00OpPaTOPHOrO  aHajM3a  BPOXKJIEHHBIX  MeTab0IMY4ecKux
HapyIIeHWH Yy JeTeH, BHEAPEHHE KOTOPhIX B KIMHHYECKYI0 MEIUIMHY MOMKET
paccMaTpuBaThCsl Kak pelIeHHe KPYNHOW HayyHOH MpobiieMel, HMMeromed OoJbiioe
3HAYCHHE U1 KJIMHUYECKON J1abopaTopHO IMarHOCTHKH.

ITo HOBM3HE, aKTYaILHOCTH pelIaeMbIX 3a/1a4, 00BEMY M METOIMUCCKOMY YPOBHIO
MPOBEJACHHBIX  MCCIENIOBAaHHMM, TEOPETHYECKOW W  TMPAKTHYECKOH  3HAYMMOCTH
TIOJTy4E€HHBIX PE3YJILTATOB JAMCCEpTallMoHHas pabora Mawmenosa Unesrapa Canex orisl
cooTBeTCTBYET TpeboBaHuaAM 1. 9-11, 13, 14 «IlonoxkeHuss o MOpSAKE MPUCYNKIACHHU
YYCHBIX CTENECHEH», YTBEPKACHHOrO mnocraHoBieHneM [lIpaBurtenscTBa Poccuiickoit
®enepamn ot 24.09.2013 Ne842 (B aeiicTByromiell pefakiMu), NPEAbSIBISEMBIM K
JMCCepTalMsIM Ha COUCKAHHe YUeHOH CTereHH JOKTOpa HaykK, a €e aBTOp 3aciy>KHBaeT
NIPUCYXKICHHUS Y4EHON CTENEHH JA0KTOpa OMOJIOrHYEeCKUX HAyK IO crienuaibHocTH 3.3.8.
Knanueckas naboparopHas AMarHOCTHKA.

Bribop ouLnanbHBIX ONMOHEHTOB 0OOCHOBBIBACTCS HATHYMEM IyONUKALMH 10
TEMaTHKE IPEe/ICTaBICHHON K 3alIUTe JNCCEPTALH B PEIICH3UPYEMBIX JKypHajax, BEIOOp
Belylllell OpraHu3alMM — I[IHPOKO H3BECTHBIMH JIOCTHXKEHHMSMH B  o0mactu
MeTabOJIOMHKH, JICYCHHs]  HACICACTBEHHBIX  3a00JieBaHUiM, MOJCKYJIPHOH U
OMOXUMHYECKOH JMArHOCTHKH.

Comnckaresb umeet 71 onyO0IMKOBaHHBIX pabOT, B TOM YHCIIE 110 TEME
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aucceptatmu 56 pabotel, u3 HMX 32 HayuHble paGoTHI MPECTABICHB B XKYpHAIaX,

BXOMSIINX B MNEPEYCHb BEAYIIMX PEIEH3UPYEMBIX HAYUHBIX JKYPHAIOB, BKITIOYEHHBIX

Beicuieli arrecrannonHoii komuccneit Poccun B criMcok M3aHmii, pekoMeHIyeMBIX UTst

OIyOIMKOBAaHHSI OCHOBHBIX HAYUHBIX PEe3y/IbTATOB AMCCEPTALMH HA COMCKAHME YHEHOI

CTEMEHH KaHAMAaTa W JOKTopa Hayk, | Meroamdeckoe mnocobue s Bpaueh, |

MOHOTpadus, 3aperncTPUPOBaHbl 2 HOBbIE MEIMIMHCKHE TeXHOMoruu. OBumii 06beM

myOnvkaumii cocraBua 15,2 meyaTHBIX JHCTOB M comepkuT 83% aBTOPCKOTO BKJIaja.

OpWrvHANTBHOCTE  UCCEPTAlMOHHON — paoTHI,  ONpemenéHHas 10 CHCTeMe

«AHTHIUIarHaTy», cocrasiser 92,25%.

HanbGonee 3naunmble HayyHble paboThI MO TeMe IUCCEPTALIHH:

I. Mamenos, U.C. BeicTpas AHarHoCTHKa HaceICTBEHHBIX 00JIe3HeH 0OMeHa BElecTR
y nereit / U1.C. Mamenos, O.A. Ilepesesennes, U.B. 3onkuna, A.W. Benennn, H.E.
Mockanesa, B.C. Cyxopykos, P.T. Toryso // Becrauk Poccuiickoro
roCyaapCTBEHHOTO MEIUIIMHCKOTO yHUBepcuTeTa. — 2010, — Ne3, — ¢, 57-61.

2. Huxonaesa, E.A. CoBpeMeHHbIE TEXHOJOTMH JMATHOCTHKH HACIEICTBEHHBIX
Oosesneii o6mena amuHokucior / E.A. Hukonaesa, M.C. Mamenos, U.B. 3okuna /
Poccuiickuit BecTHHK nepuHaTonoruu u neguatpun. — 2011, — T.56. — Ned. — ¢. 20—
30.

3. Mamedov, I.S. Carnitine insufficiency in children with inborn errors of metabolism:
prevalence and treatment efficacy / I.S. Mamedov, 1.V. Zolkina, E.A. Nikolaeva,
P.B. Glagovsky, V.S. Sukhorukov // Journal of pediatric Endocrinology and
metabolism, 2015 (Citation Information: Journal of Pediatric Endocrinology and
Metabolism. ISSN (Online) 2191-0251, ISSN (Print) 0334-018X, July 2015).

4. Mawmenos, M.C. JlnarHocTHKa HaclleJICTBEHHBIX HApYIICHUH OOMEHa MypHHOB M
MUPUMHIMHOB Yy JieTei ¢ ucnosb3oBanneM BOXXX-anexrpocnpeiinoii TanaeMHOl
macc-criektpometpun / W.C. Mawmenos, WU.B. 3onkuna, B.C. Cyxopykos //
Kimmnanveckaa naboparopras auarsoctuka. — 2015, — T.60. — Ne6. — ¢. 21-29.

5. Cyxopykos, B.C. Onenka mnoka3zateneii KapHHTHHOBOTO M aMHHOKHCJIOTHOTO
oOMeHa y jerell ¢ BpokaeHHbIMH nopokamu cepaua / B.C. Cyxopykos, W.B.
3onkuna, M.C. Mamenos, I1.B. I'narosckuii / JlaGoparopHas ciyx6a. — 2015, — Nel.
—¢. 16-19.

Ha nuccepranmio u aBTopedepar noCTymHIH 7 OT3bIBOB B TOM YHCIIE OT:



- ®I'BY «®PLIMH» ®MBA Poccun J0KTOp MEAMUMHCKUX Hayk, JoueHT JIgur Ousbra
BukToposHa,

- ®I'BY «®HKI] PP» Mun3apapa Poccun, JA0KTOp MEAULIMHCKHUX HayK, podeccop
ITerpoBa Mapuna BiaauMupoBHa,

- ®I'bHY «Hay4Hblii 1eHTp HEBPOJIOTHH» JOKTOP MEANIMHCKHX HayK, IOLECHT
KonoreeBa Haranes AjiekcaHapoBHa,

- I'BY3 Mockogckoit obnactn «HayuHo-#ccne10BaTebCKHi KIHHHYCCKHH HHCTHTYT
nerctBa MunucrepcTBa 3apaBooxpaHeHnss MockoBCKO# 001acTH, TOKTOP MEAMIIMHCKUX
Hayk, rpogeccop [llapoeB Tumyp AxmenoBuy ,

- 000 «KnuHnKa HOBBIX MEAHIIMHCKUAX TEXHOIOTHI ApXxuMeny, JOKTOpP MEAUIIHHCKHX
Hayk, Bunorpanos Anekcanap MBaHosuy,

- ®I'BOY BO PoctI'MY Munszapasa Poccun, JOKTOp MEAMLIMHCKUX HAYK, JOLEHT
Taresana AnexkcanapoBHa Jumurpuany,

- ®I'AOY BO PHUMY um.H.N.IIuporosa Munzapasa Poccun, TOKTOp MEAUIIMHCKHX
Hayk, npogeccop TemoBa Haranss BagumoBna

B oT3bIBax aaHa MoJIOKHTENbHAS OLeHKa paboThl, OTMEUCHA Oe3yCoBHAsS IIEHHOCTD ISl
MPakTHYECKOrO0  37paBOOXpPAHECHMsA, a TakKe OTMEYeHa HayyHasd  HOBH3Ha
JUccepTalMOHHOMN paboThl.

JluccepTanMOHHBLI COBET OTMEYaeT, YTO HA OCHOBAHMH BBINMOJHEHHBIX
COMCKAaTe/JIeM MCCJIeI0BAHMIH:

- pa3paboTaHO W OCYIIECTBJIEHO pelIeHHEe HayuyHOH mpobdieMbl — pa3paboTku
3¢ GEeKTUBHBIX MOAXOAOB K 1a00OpaTOPHOM IHMATHOCTHKE HACIIEACTBEHHBIX O0E3HEH
oOMeHa aMMHOKHCIOT, OPraHHYEeCKHX KHCIIOT, AlMUIKAPHHUTHHOB, >KHPHBIX KHCIIOT,
IIyPHHOB ¥ MMUPUMHUAMHOB € UCIOIB30BAHUEM XPOMATO-MACC-CIIEKTPOMETPHH Y JIETEH —
UMEIoIIeH BakHOE 3Ha4YeHWe s cnenuanbHocTH 3.3.8. Kimmnnueckas naGopatopHas
JIMarHOCTHKA.

- B KOMIUIEKCHOM J1abOpaTOpHOM MCCIIEIOBaHUM J0Ka3aHa >3(P(eKTHBHOCTD
MYJIBTHIUIEKCHOTO OTnpeAcIcHH aKTyaJbHBIX ~ META0OJIUTOB  pPa3sINYHBIMH
BAJIMAMPOBAHHBIMH XPOMATOrpapMYeCKMMH METOJIaMH C MacC-CIIEKTPOMETPHYECKHM
JNETEKTUPOBAHUEM JUTS PaHHEH M TOYHOW JAMArHOCTHKHM HACIEACTBEHHBIX HApyIICHHH

oOMeHa  aMHHOKMCJIOT,  OPraHMYeCKMX  KHCJIOT,  aIlWIKapHUTHHOB,  OYEHb



JAMHHOLICTIOYEYHBIX JKUPHBIX KHMCJIOT, ITyPUHOB W TNHPUMHAMHOB Yy JeTel, ¢
HCTIOJIb30BAaHHEM MAJIOT0 00BeMa OHOJIOrHYECKOTro MaTepuala.

- YCTaHOBIICHBI pe(epeHCHbIE MHTEpPBANBl JHATHOCTHYECKMX Mapkepos (30
aAMHUHOKHCIIOT, 12  anMIKapHUTHHOB, 28 OpraHM4eCKHX KHCIOT, 5 O4YEHb
JUIHHHOIIETIOYEYHBIX KHPHBIX KHCIIOT, 19 nMypHHOB W MUPHUMHIWHOB) HACJEICTBEHHBIX
HapylleHHi oOMeHa B 310poBOit aeTckoil momynsimu Poccuiickoit denepanmu B
Pa3IMUHBIX BO3PACTHRIX TPYNNAax; BBISBICHO, UTO JUIS OOJBIIMHCTBA AMHHOKHCIIOT,
OPraHHYeCKHX KHCIOT H alWIKapHUTHHOB pa3jIM4Has KOHLEHTpAlMsi MX B KPOBH
3aBUCHT OT BO3pacTa pebeHka, TOrjaa Kak JUlsl OYeHb JUIMHHOLENIOYEUHBIX JKMPHBIX
KUCJIOT, MMyPHHOB U MUPUMUIAMHOB MX KOHIIEHTpALUsS B KPOBH H MOYe OT BO3pacra HE
3aBUCHT.

- paspaboTtanbl poduIH GHOXMMHYECKHX MapKepoB: 3 (peKTHBHAs U crielUdpHUecKas
JUISL IHarHOCTHKH HapyIIeHusi oOOMeHa aMUHOKHCIIOT MaHeb BKIoYaeT 42 rnokasaresis
(12 amunokucnor u 30 aUMIKAPHUTHHOB) B TATHAX KPOBH, JUIS JMAHOCTHKH
OPraHMYECKUX alMIypuid — 28 OpraHUYECKUX KHUCIOT B MOYe, /U JHArHOCTHKH
MEPOKCUCOMHBIX 00JIe3HEH — 5 OueHb JUIMHHOIETIOYEYHBIX JKUPHBIX KHCIIOT B IJ1a3Me
KPOBH W JUIS JHATHOCTHKHM HapylleHHH oOMEHa HyKJIeoTHAaMH — 19 mypuHOB H
IMUPUMHUIHHOB B MOYE.

- BIICPBLIC OMNpeEJeeH JMana3oH YPOBHS NAaTOJOTHYECKHX KOHUEHTpaLHii
COOTBETCTBYIOIIMX JIHarHOCTMYECKUX MAapKEpoB: CBOOOJHOTO M  CBSI3aHHOTO
KapHUTHHA, TI'CKCAHOMJIKADHUTHHA, OKTAHOWJIKAPHUTHHA, JI€KaHOMJIKApHHTHHA,
(puTaHOBOM M NPHUCTAHOBON KUCIIOT, AWTHMAPOYpALMIa, ypaluia, THMHHA, HHO3HHA,
ryaHO3MHa, JIE30KCHTYaHO3WHa, JUls Takux 3abosieBaHuMii  kak  jgeduuuT
CPEAHELEIIOYEHHOH anui-KoA-aernporeHassl, HEJI0OCTaTOYHOCTh Oenka
TPAaHCIIOPTUPYIOLIETO CTUPOJI, ACPUIAT AUTHAPONUPUMHUINHAZEI U ACHULUT MypUH-
HYKJI€03M/1-(pocopHiiasel y NALIUEHTOB.

- Ha OCHOBaHMM TIOJYYEHHBIX JaHHBIX pa3pabOTaHbl HOBBIC AJTOPUTMBI
71a00paTOPHO  JIMarHOCTHKH HACICACTBCHHBIX OoJie3Hel oOMeHa aMHMHOKHCIIOT,
alWIKapHHUTHHOB, opranuueckux kuciaot, O/JLDKK, mypHHOB # MUpUMH/IHHOB.

- BIIEPBbIC MEXKAY KOHLEHTPALMAMM PAa3JIMYHBIX METabOIUTOB (B TOM 4HCIE,
NpHHAICKAIMX K pasHbIM KjaccaM COCAMHCHHH) BBIABJICHA CTaTHUCTUYCCKH

AOCTOBECpHAasA B3aHMOCBA3b. Hanmnuue craTHCTHYECKH AOCTOBEPHBIX BHYTpH- H



MEKTPYNTIOBBIX KOPPEIALUMH MEXKAY pa3IMYHBIMH JTa00paTOPHBIMH TOKa3aTeIsIMH
OTpe/ie/isieT NMOTEHUHANbHYI0 3((EKTHBHOCTh MYJBTHILIEKCHOTO aHAIN3a MHOKECTB
XpoMaTo-Macc-CIEKTPOMETPHYECKHX  JIaHHBIX, Kak oOOBeKTa JUld  JaJbHeHImx
MCCJIEI0OBAHUN MeTaboIM3Ma U ero HapyIieHHI.

Teopernueckasi 3HAYMMOCTEL HCCIEI0OBAHNS 000CHOBAHA TEM, YTO:

- Omnpezeniennbie B paboTe HOBbIC pe)epeHCHBIC AMANA30HBI IHATHOCTHYECKHX
MapKepoB HACIICJICTBEHHBIX Oosie3Hell obMeHa y jeTeif mpeacTaBiasioT coboii 0CHOBY
JUls  NIPUMCHCHUS  BaJMIUPOBAHHBIX  METOJOB  TaHAEMHOH  XpOMAaTo-Macc-
cnektpomerpun.  Ilokasano, 4TO  XpoMaTo-Macc-CIIEKTPOMETPHUECKHI — aHAH3
HACJICJICTBCHHBIX Oose3Hel OOMeHa, YHMKalIbHBIf MHCTPYMEHT 10 yriyGaeHHOMY
M3YUYEHHIO NIaTOreHe3a HacAeACTBEHHBIX HapyIIeHui oOMeHa.

- PaspaGoransl HayuHele O0OOCHOBaHMS I aNTOPUTMOB BBISBICHUS W
nuddepeHnnanbHOH AMarHOCTHKH HACIEACTBEHHBIX 00Ne3Held 0OMEeHa aMHHOKHCIIOT,
AlMIKapHUTHHOB, OPTaHHYECKUX KHMCJIOT, 0YEHb JTMHHOLECIIOYEYHBIX KHPHBIX KHUCIIOT,
ypHHOB, M [UPUMHAMHOB. IIpeicTaBieHHBIC AJITOPUTMBI, BKIIOYAlOT B cebs
MHOTO3TanHbIi aHaiu3 OuoMartepuasia CKPHHMHTOBBIMH MeTogamu (BDKX-MC/MC
i I'X-MC), ¢ yueTom KIMHUYECKHX JAaHHBIX H CEMEHHOrO aHAMHE3a MalEHTa.

- BrepBeic BBISBIE€HBI CTATHCTHYECKH JOCTOBEPHBIC BHYTPH- W MEKTPYIIIOBBIE
KOPPEISLMN MEXJly MCCICAOBAHHBIMU B paboTe 1abOpaTOPHBIMHU MMOKAa3aTEIssMH, UTO
ONpE/IC/IACT AKTYaJbHOCTh MYJIBTHIUIEKCHOTO AaHaJi3a MHOXECTB XPOMAaTO-Macc-
CIICKTPOMETPUYCCKUX JaHHBIX, KakKk oOBeKTa /uisi JaJbHEHIIWX HCCIEIOBAHHI
MeTaboJIM3Ma ¥ ero HapyIICHHI.

3HayeHne TOJNYYEHHBIX COMCKATENEM Pe3yJbTATOB MCCIeIOBAHUS IS
NPAKTHKH NMOATBEPKIAETCH TEM, YTO:

- Ha ocHoBe omnpezeneHHbIX B paboTe pedepeHCHBIX IMANa30HOB M IMATOJOTHYECKH
3HAYUMBIX YPOBHEH KOHLEHTpAlMii MeTabOJIMTOB MOXET IIMPOKO MPOBOAHTECH
mvpdepennanbHas IMarHOCTHKY HapyIIEeHHI oOMeHa y eTeil pa3IuyHbIX BO3PACTHBIX
IpynI, a Takke BBIABICHUE YKa3aHHBIX HapyIIEHWH B paMKaXx HEOHATaJbHOTO
CKPHHMHTA.

- Jlokazana Oonee BbpICOKass aHarHocTHyeckas A(PHEeKTHBHOCT IpeUTOKEHHBIX

AJITOPUTMOB 110 CPAaBHCHHUIO C CYIICCTBYIOIHMH.

- ITo pesynbratam paboThl 3aperHCTPUPOBAHBI 2 HOBBIE MEIUIIMHCKHE TEXHOJIOTHH C



BAJIMAUPOBAHHEIMM ~ METOJUKAMH, OMYyOJIHKOBAaHBI METOAMYECKHE PEKOMEHIALHH,
NPaKTHYECKHE PEKOMEHJAIMHM  COCTABJICHHBIE T[10 PE3yJbTaTaM  [POBEIEHHOTO
MCCIIEZIOBaHMS, BHEJIPEHBl B paboTy: HAYYHO-HCCICAOBATEILCKOTO KJIMHHYECKOTO
UHCTUTYyTa mneauaTtpuu wuMeHH akaaemuka [O.E. BenptHmesa o6ocobnennoro
crpykrypHoro noapasaenetns GI'’AOY BO PHUMY um. H.J. TTuporoa Munsapasa
Poccun, B I'BY3 HIIL] cnem.mex.nmomomm getam JI3M umenn Boiino-Scenenxoro, B
®I'bY " HMUII uenTp axymepcTsa, THHEKOIOTHH M TIEPHHATOIOTHH UMEHH aKaIeMUKA
B.W. Kynakosa" Munsapasa P®, kadenpsr kKIHHHUECKO#H 1aG0paTOPHON JTHATHOCTHKH
OJITIO ®I'AOY BO PHUMY um. H.U. Iuporosa Munsapasa Poccun.

Ouenka 10cTOBEPHOCTH Pe3yIbTATOB HCC/IEI0BAHNS BhISBIIA:

- Hay4HbIC OJIOXKEHUS U TMPAKTHYECKHE PEKOMEHIAHN OCHOBAHbI HA W3YYEHHH M
aHaJM3e JI0CTaTOYHOro 00beMa KIMHUYECKOTO MaTepHana;

- METOZIbI HCCJICAOBAHHS TIOJIHOCTHIO COOTBETCTBYIOT TOCTABICHHBIM 3a/a4yaM;
CTCNICHb  JIOCTOBEPHOCTH  pE3yJIbTaTOB  TOATBEPXKAAETCS  MCIOIb30BaHHEM
OOIIETIPUHATLIX METOLOB HCCIIEIOBAHMS, a TaKKe COBPEMEHHBIMH CIOCOOAMH
CTAaTHCTHYECKO¥ 00pabOTKH MOJIyYCHHOTO MaTepuaia COrjacHo TpeGOBaHMSIM MEIMKO-
OMOJIOTHYECKOM CTATHCTHKH;

- BBIBO/IbI apryMEHTHPOBaHbl M BBITEKAIOT W3 PE3yJbTAaTOB IPOBEAEHHOTO
HCCIIEI0BAHUS.

ABTOPOM BBITIONHEH PETPOCIICKTUBHBII aHATN3 MEANLMHCKOH JIOKYMEHTAIUH,
CTaTUCTHYECKas 00paboTka, NpeJCTaBICHHE pe3yJIbTaTOB, COIMOCTABICHHE € paHee
ony0imkoBaHHBIMU paboTamu, 6a3oit Metagene.

PacueTbl MpOBOAMIHMCH C TOMONIBIO CTATHCTHYECKOM mporpamMmsl Morpheus u
MaKeTa CTAaTHCTUYCCKUX M TMPHMKJIAAHBIX MPOrpaMM JUIsi NEPCOHATBHOTO KOMIBIOTEpa
SPSS Statistics 23® , Statistica 6.0® ,Excel’2007% .

JlokymenTauust  opopMiIeHa  NPaBWIBHO,  PE3YJNbTaThl  HCCIIEAO0BAHMIA,
NMPUBEACHHBIE B JUCCEPTAallUH, IO PErHCTPALMOHHBIM JOKYMEHTAM MOJHOCTHIO
COOTBETCTBYIOT 0OBEMY BBITIOJIHEHHBIX UCCIICIOBAHHH.

JIMyHBIA BKJIaZ| COMCKATeNsi COCTOMT B TOM, YTO aBTOPOM JIMYHO pa3pabOTaHbI
METOJMKH KOJUUYECTBEHHOIO aHajau3a MeTaboIuTOB, H3MEpseMbIX ¢ nmoMomisio BOXKX-
MC/MC u I'’X-MC/MC. Tlox pyKOBOJACTBOM H TIPH JINYHOM Y4aCTHH aBTOPA MOJYYCHBI

PE3YyJIbTAThI. CocTaBlieHsl Pt cb(bepeﬂuuanbno-nﬂamo CTHYCCKHC TaOIUIIBI 144
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pazpaboTaHbl aIrOPUTMBI J1aGOPATOPHOI JAMATHOCTHKH HACJEJCTBEHHBIX Oose3Hei
obmena BemiecTB. [IpoBeieHBI pacyeTsl 10 YCTaHOBJICHHIO peh)epPEeHCHBIX THANAa30HOB U
MPOBEICH aHAJIM3 BCEX CTATHCTHYECKMX MaHHBIX. [IpoBeieH CpaBHUTEBbHBIA aHAIIN3
rnokasaresieil MapkepHbIX MeTabOJIMTOB MPH Pa3IMYHEIX 00JIe3HSIX 0OMeHa, 10 JaHHBIM
JIATEpPaTypHBIX HCTOYHHUKOB M JAHHBIX, MMOJYYSHHBIX B HACTOALIEM MccieaoBaHuu. Ha
OCHOBaHMM T[OJYYCHHBIX PE3yJbTATOB aBTOPOM IMOATOTOBIEHBI W ONYyOIMKOBaHbI
HayuHBIE CTATEM, METOAMYECKHE MOocobHs, MoHorpadus, a TakkKe HAMHUCAH TEKCT
HACTOAIIEH AUCCEPTaLUH.

Ha 3acenanuu 14 anpenst 2025 ropa auccepranuonsbii coser 21.2.058.04 npunsn
pemenue: npucyauts MamenoBy Misrapy Canex orisl y4eHyH0 CTENEHb JOKTOpPa

OHOJIOrHYECKHX HaYK.

[Ipu npoBeAEHUM TAMHOrO IOJIOCOBAHHSI AUCCEPTALIMOHHBIM COBET B KOJIHUYECTBE
16 wuenoBek, M3 HUX 7 JOKTOPOB HAyK I10 CINEUHAJIBLHOCTH pPaccMaTpUBAaEMON
JUCCEepTaLMH, y4aCTBOBABLINX B 3ace/laHH, U3 16 yesloBeK, BXOAALINX B COCTaB COBETA,

IMPOroJI0coBaIN: 3a 16, MPOTHUB - HET, HEJICHCTBUTENIBHBIX OIOJIETEHEH - HET.

[Ipencenarens
JINCCEPTALIHOHHOTO COBETA
JIOKTOp MEIUIIMHCKHUX HayK, nmpodeccop %/ - PritoBa A K.

VYueHslii cekpeTapb

JAUCCEPTALMOHHOTO COBETA

I'opmees WN.T.

JOKTOP MEIUIIMHCKUX HayK, nmpodeccop Vi

| JIOJITUCH 3ABREPSHIO 14.04.2025r.
Yudglit casperaps TAOY BO PHHMY
oy I Iheporosa Munagpasa Poocus
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