3AKJIIOYEHUE JTUCCEPTAILIMOHHOI'O COBETA

J1001.023.01 HA BA3E ®EJIEPAJILHOI'O I'OCY JAPCTBEHHOI' O
ABTOHOMHOI'O YYPEXJIEHU S
«HAVYHBII LIEHTP 3/I0POBLSI IETEM» MUHUCTEPCTBA
3JIPABOOXPAHEHV I POCCUMCKOUW ®EJEPALIU
[10 JIMCCEPTALIMU
HA COMCKAHHWE YYEHOU CTEITEHU JJOKTOPA HAVK

arrecraliioHHoe Jeao Ne
peleHue auccepraimoHHoro cosera ot 21.06.2016 Ne 8

O npucyxnenuu byumryeBoii Tarbsine BrnagumuposHe, rpaxaanke Poccuiickoi
Depepaliuy, y4eHOHR CTENEHH JOKTOpa MEAUIIMHCKIX HAYK.

Juccepramust «/lueToTepanuss TpU HAcleACTBEHHOW TaTolOrMM oOMeHa
BEIECTB, BBHIABISAEMON MO HEOHATATBHOMY CKPHUHUHIY» [0 CIELHAIBHOCTAM
14.01.08. — ITepuatpus u 14.01.11 — HepsHsle 6oe3Hd npuHATa K 3a1iuTe 15 Mapra
2016 roma, nporokon Ne 5, muccepraumonHbiM coBetoM JI 001.023.01 na OGaze
(erepaIbHOTO TOCY/IapCTBEHHOTO aBTOHOMHOIO yupexaeHus «Hayusblii ueHTp
300poBbsl  jeTed» MuHucrepcTBa 3apaBooxpaHenusi Poccuiickoit ®enepauuu
(119991, r. Mocksa, JlomMoHOCOBCKMI npocnekT, 2, cTp.l, co3gaHHOM B
COOTBETCTBHH C npukazoM MunucrepcrBa odpasosanus u Hayku PO Ne 714 HK ot
02.11.2012, uacTHuHOE HW3MEHEHHE COCTaBa B COOTBETCTBHH C IIPUKAa30M
MunucrepcTBa odpazoBanus u Hayku P@ Ne 632 HK ot 23.06.2015).

Couckarens bymryeBa Taresina BnagumupoBHa, 1960 roma poxaeHus.
Jlnccepraiuio Ha COUCKaHUE YYeHOH CTeNeH! KaHAuaaTa MeIUIMHCKIX HayK «OOMeH
KallplMs y aereid, 601bHBIX (peHuIKeToHypuel Ha GoHe TueToTepanuuy» 3alluThia B
1993 roay B AMcCCepTalMOHHOM COBeTe, co3jaHHoM Ha Oasze HWUU nenmarpun AMH
CCCP. Paboraer cTapmmM Hay4YHBIM COTPYIHHUKOM OTAEICHHS ITMTAHUA 30pPOBOTO H
OonpHOro pebeHka QenepaqbHOr0 rocyJapCTBEHHOIO ABTOHOMHOIO YUYPEkKIEHUS
«Hayunslii neHTp 370poBbs HeTeil» MunucTepcTBa 3apaBooxpanenus Poccuitckoii

Denepanui.



Jluccepranus BBINOJIHEHA B OTAENEHWM MUTAHUS 3/10pPOBOr0 M OOJIBHOTrO
pebeHKa M OTJEJICHMM TICUXOHEBPOJIOTMM M IICHUXOCOMATHYECKON I1aTOJIOTHU
(esiepalIbHOrO T'OCYJapCTBEHHOIO aBTOHOMHOIO yupexaeHus «Haydublit uLeHTp
300poBBs JeTei» Munucrepcrsa 31paBooxpanenus Poceniickoit ®enepann.

Hay4Hple KOHCYJIbTaHTBl — JOKTOp MEIULMHCKUX Hayk, Ipogeccop bopoBuk
Tatesina DnyapnoBHa, (enepanbHOe TroCyJapCTBEHHOE aBTOHOMHOE YUpeXIEHHE
«Hay4nblil neHTp 310poBbs Aerei» MunucrepcTBa 3/ipaBooxpaHeHus Poccuiickoit
@Denepanyn, OTAENIEHHE NMHUTAHHUA 310poBoro M OonpHOro pebeHka, 3asejyrouias,
JOKTOp MeOUUMHCKUX Hayk, npogeccop Kyszenkoa Jhoamuina MuxaitiioBHa,
QenepanbHOE TroOCyIapCcTBEHHOE aBTOHOMHOE YyupexiaeHue «Hayuyusid meHTp
370poBBsl  JeTei» MuHucTepeTBa 3apaBooxpaHeHus Poccuiickoii @eneparnum,
OT/IEJIeHHE NICUXOHEBPOJIOTHH U IICHX0COMATHYECKOM 1MaToJI0r UM, 3aBeIyolasl.

OdunuanbHple ONMOHEHTHI: |
1 Jlykymkuna Enena ®egopoBHa — JOKTOp MEIMIMHCKHMX HaykK, Ipodeccop,
I'BOY BIIO «Hwuxkeropoackas rocyJapCTBEHHAss MEIULMHCKAs aKaaeMHs»
MumnsnpaBa Poccun, kadenpa nonukaiMHUYecKod U (aKyIbTETCKON MeAHATPHH,
3aBe/yIoLLas;

2. JlertsipeBa AnHa BnaaumupoBHa - J0OKTOp MeIMUMHCKMX Hayk, PIBY
«HayuHplil IeHTp akyllepcTBa, rTMHeKoNorun U nepunaronoruu uM. B.M.Kynakosa»
MunszapaBa Poccuu, Hay4HO-KOHCYJIbTaTHBHOE IE€IMATPUYECKOE OTHAENICHUE,
PYKOBOAMTEIB;

3. 3p1k0B Banepuit IletpoBuy - 1okTOp MeAMUMHCKUX Hayk, npodeccop, [BOY
JITO  «Poccuiickass MeaunMHCKas akaJeMus IMOCIEAUIUIOMHOIO 00pa3oBaHUsD)
Munszpasa Poccun, kadeipa HeBpOJIOIrHMH JIe€TCKOIO BO3pacTa, 3aBeAYIOLIHH,

Ja/Iy MOJIOKHUTENIbHbIE OT3BIBbI Ha JUCCEPTALIHIO.

Benymas opranuzauus — ['BOY BIIO «MocKoOBCKHI TOCY1apCTBEHHBIH MeIUKO-
cromarosiorudeckuil yuusepcuter umenu A.M. EBpokumoBay Munsapasa Poccuu,
r.Mocksa, B cBoeM MONI0XKHTEIBHOM 3aKIIIOYEHHH, noAnucanHoM 3aiineBoil Onbroi
BuranbeBHOH, [JOKTOPOM MEIMLUMHCKMX HayK, IpodeccopomM, 3aBeayrouiei

kadenpoi neguatpuu neyebHoro dakynprera u CrynuasiM Uropem JIMutpueBuyem



JIOKTOPOM MEJIMIIMHCKUX HaykK, mpogeccopoM, 3aBeayloIuM Kadeapoil HepBHBIX
Oomne3Hei ieueOHOro (hakynpTeTa, yKaszaia, 4To 110 aKTyalIbHOCTH, HAy9YHON HOBU3HE
¥ NPaKTHYeCKOH 3HAYMMOCTH, METOJOJOTMM HCCIIEOBaHHWS M YPOBHIO BHEIPEHHs
cleflyer CcuMTaTh HayuHylo pabotry bymyesoit Tareanbl BiaguMupoBHBI
3aKOHYEHHBIM HAyYHBIM TPYIOM, HUMEIOIHM Ba)KHOE 3HAYEHHUE IJI1 MeIMIIMHCKOH
OTpaciy 3HaHUIA, B YaCTHOCTHU MeJUaTpUH U JeTCKOW HEBPOJIOTHH.

Couckarens umeer &1 omnyOnukoBaHHYI0 padoTy, B TOM 4YHCIE [0 TeMe
nucceprauud 43  paborbl, OnNyOJNMKOBAHHBIX B PELEH3UPYEMBIX HAy4YHBIX
nu3nanusax19.

B cratbe «OueHka ¢u3nyeckoro pasBUTHS Yy JIeTeH ¢ KJIacCHYECKON
penmnkeronypuein» (bymyesa T.B., boposuk T.D., Jlanozno K.C., Kysenkosa JL.M.,
Maciosa O.U., I'eBopksn A.K. Bonpocsr nuranus.- 2015, -T. 84, Ne2. — ¢.34-43.)
HOpHUBEJEHBI Pe3yNbTaThl onpeﬂejeHH,q AMHAMHUKH  (U3UYECKOr0 pa3BUTHS B
3aBHCHMOCTH OT COCTaBa CIIeHUAIM3UPOBAHHOIO IPOAYKTa M OT CpOKa Hadaja
neyeHusi. ABTOpCKHii Bkiaja 95%.

B crarbe «OueHka KayecTBa XHU3HU JeTeil, OOJbHBIX (PEHUIIKETOHYpPUEH»
(Bymyesa T.B., Bunspckas W.B., YepuuxoB B., boposuxk T.D., Kysenkosa JI.M.
Becrnuk Poccuiickoit akageMu MeIMIMHCKUX Hayk. — 2014, - Ne 11-12. - C. 39-45.)
u Te3mcax «Assessment of the quality of life in Russian children with
phenylketonuria» (Bushueva T.V., Vinyarskaya 1.V., Chernikov V.V., Borovik T.E,
Kuzenkova L.M... // J Inherit Metab Dis. —J Inherit Metab Dis. Abstracts of annual
SSIEM conference — Innsbruck - 2014. — Vol.37, Suppl 1. - S. 60-61.) nposenen
noapoOHbI aHANNU3 KayecTBa JKW3HU OONbHBIX (DEHUIKETOHYPHEH W3 pa3iIuYHBIX
pernoHoB Poccuu, a Takke B 3aBHCHMOCTH OT CpoKa Hadana JjiedeHus. JlokazaHa
HeOOXOAMMOCTh pAHHEro Hayaja JHeTOTepalMyd M CTPOroro KOHTPOJIsS 3a
BBITIOJTHEHUEM OO0IBLHBIMM MpeAnucaiuil Bpada. ABTopckuil Bkiag 85%.

B craresx «BapuantHble (oOpMBlI TrajakTO3eMHUHM B JIETCKOW HEBPOJIOTHH:
HEeHpOreHeTHKa, COMATOHEBPOJOIrus | Hedpoameronorus.» u «Kiaccudeckas
rajakTo3eMuss B JIETCKOW HEeBpOJOTHH: HeHpOreHeTHKa, COMATOHEBPOIIOTUSA H

neiipoaueronorus» (TypcynxyxkaeBa C.II., Crynenuxun B.M., boposux T.D.,



bymyeBa T.B, Illenkosckuii B.U., Tlak JI.A. Menuuunckuii BectHuk CeBepHOro
Kaskaza. - 2010. - T.19,Ne3 - C. 64-65) onucanbl 0COOEHHOCTH HEBPOJOTHUYECKUX
CMMIITOMOB [IpM pa3W4HbIX KIMHUYECKUX BapuaHTaX rajakrozemuu [ tuma.
Astopckuit Bknazn 85%.

Ha nucceprauuio u aBropedepar nocTyIHIN OT3bIBBI OT:

- naM.H., npodeccopa, 3aBeaywomeit gabopaTopHell HaclaeICTBEHHOM
natonorun ®I'bY «HUM menunmuckoit renetuxkn» JI.I1. Hazapenko;

- I.M.H., 1.0. PYKOBOJWTE/Is OT/ejla ICUXOHEBPOJIOIrMU M HACIeACTBEHHBIX
3aboneBannit ¢ Hapymenusmu ncuxuku OCIT  «HaywyHo-uccnenoBarenbCkuii
KJIMHUYECKHH MHCTHTYT neamarpud uMenu akajnemuka lO.E.Benprumesa» I'bOY
BI1O «PHUMY umenn H.U.Iluporosa» E.A. Hukonaesoii;

- I.M.H., 3aBenytolueii Kybanckoil MeXperioHajabHON MeIUKO-IeHEeTUYECKOM
koHcynbranueir [BY3 «HayqHd—Hcc:ﬂe,nOBaTenchHﬁ uHCTUTYT — Kpaesas
kHugeckas bonpHua Nel um. npodeccopa C.B.Ouunosckoro» C.A.Marynesuy;

- 1.M.H., npodeccopa, nupekropa ®I'bY «Menuko-reHeTHUecKuil Hay4HbBIA
nentp» C.U. Kyuesa;

- 1.M.H., npodeccopa PAH, 3aBeayromero nadoparopueit JIHK — quarnoctuku
®I'BY «Menuko-renerndeckuii HaygHbid 1eHTp» A.B.IlonskoBa.

Bei6op oduumanbHBIX OMIIOHEHTOB OOOCHOBBIBAETCS HMX HEMOCPEICTBEHHON
Hay4HOH IesITeIbHOCTBIO, OPUEHTUPOBAHHOM Ha MCCIIEZ0BAaHUS B 00JIACTH AETCKOTO
NMATAHWS, JUArHOCTHKH M BEJCHHS JleTel ¢ HacleICTBEHHON maTojiornedt oOMeHa
BEIIECTB, HEWPOreHeTUKH M HeWpoaueronorud. Bpibop Bemymieid opraHuzanuu
000CHOBBIBA€TCS HAIW4YMeM MNPOGHIMPYIONIUX Kadeap meAHaTpud M HEPBHBIX
Gone3Held, B TOM YHCIIe HATHYHEM MPOQUIBHBIX CIEIMAIMCTOB — Bpayei-ieJHaTpoB U
HEBPOJIOTOB, CIOCOOHBIX OLEHUTh YPOBEHb MPEACTaBICHHOH IUCCEPTallHOHHOM
pabotel. CBeaeHust 00 o(QUUMATLHBIX ONIOHEHTAX M BEYIUEH OpraHU3aluH
pa3MelleHsl Ha caifre: http://www.nczd.ru.

JluccepTallMOHHBIA COBET OTMEYAET, YTO Ha OCHOBAHWH BBINOJHEHHEBIX COMCKATEIIEM
HUCCIIEOBAHUMN:
pa3paboTraHa HOBas MeJMKO-OMONIOTHYECcKass KOHIIEMIUS ONTUMH3ALUN

AUETOTEPAIIMKM HACIECACTBCHHBIX Oone3neii oOMmeHa BCIIECTB, BBIABIAEMBIX I10



HEOHATaJbHOMY CKPUHUHIY, C Hay4HbIM OOOCHOBaHHMEM XMMHMYECKOTO0 COCTaBa
HOBBIX OTE€YECTBEHHBIX CHEIUAIU3UPOBAHHBIX TPOAYKTOB,;

npeaioKeH HOBbIH aud@epeHLUpPOBaHHBI MOJAXO0A K OpraHu3aluu
AUETHYECKOT0 JIeHEHUS W aJTOPUTM Ha3HA4eHHUS AUETOTepalMd HOBOPOXKACHHBIM
nersM ¢ rajzakrosemued | Tuma B 3aBUCHMMOCTH OT (OPMBI U TSKECTH TEUEHUs
3a001eBaHuA;

A0Ka3aHa 3¢ (PeKTUBHOCTS, 0e301macHOCTh 7 NEePCHEeKTUBHOCTD
UCII0JIb30BaHUs pa3pabOTaHHbBIX ClELUAIU3UPOBAHHBIX OTEYECTBEHHBIX IIPOAYKTOB,
a TaKke HeoOXoAuMOCTh o0ecredyeHuss CBOEBPEMEHHOrO0 Hayaja JedyeHus,
HENpephIBHON U a/IeKBATHOM IMeTOTEepaIiny;

BBeJleHbl KpUTepUH BbIOOpa CHelManM3MpOBaHHBIX NPOAYKTOB J1€4eOHOIo
Ha3HAYeHUs B 3aBUCHMOCTH OT BO3pacTa nanueHTta, GOopMbl W CTENEHU THKECTH
3aboJsieBaHusl, 00YCIIOBIEHHOTO HacﬁenCTBeHHmM HapylIeHueM MeTadou3Ma.

Teopernyeckasi 3HAYHMOCTH HCCIEA0BAHUSI 000CHOBAHA TeM, 4YTO:

J0OKA3aHO HOPMaJIM3YIOIllee BIMSHHME JAMETOTepanuy C MCIOJIb30BAaHUEM
HOBBIX OTEYECTBEHHBIX TPOJAYKTOB JIe4eOHOro TMMTaHWUs Ha KOHLEHTPALUIO
MaToreHeTHYECKH 3HaYMMbIX METa0O0IHUTOB B KPOBHU, CIIOCOOCTRYIOIEE aZleKBATHOMY
(Gu3NYecKOMy ¥ HEpPBHO-NICUXMYECKOMY Pa3BUTHIO, MOBBIIICHUIO KayecTBa JKU3IHU
MalUeHTOB,;

NPHMEHHTEeIbHO K MmpobjieMaTHKe HCCePTAUHH  Pe3yJIbTATHBHO
HCIO/b30BAH KOMILJIEKC KJIMHHUKO-J1a00paTOPHBIX, JIUETOJIOTUYECKUX,
HEHUPOBU3YAIU3ALMOHHBIX, MEIUKO-COIMANBHBIX M CTAaTUCTHYECKUX METOJI0B
UCCIeI0OBaHMs, BKIIOYAIOIMX MOJAYNb WHAMBHM/YaJbHON OLEHKH (DHU3MUecKoro
pasBUTHs aHTporiomMeTpudeckoro kanpkynsropa WHO Antroplus, omenky kauecTsa
)KU3HU TALUEeHTOB C NpuMeHeHueM obiero ompocHuka PedsQL t™v4.0 (Pediatric
Quality of Life Inventory, CIIIA), TeXHOJIOTHIO OpraHU3alUK JUETHYECKOTO JICYEHHUS
C oueHKOH Oe3omacHocTd M 3(PDEKTHBHOCTH  HOBBIX  OTEYECTBEHHBIX
CreLIMaIU3UPOBAHHBIX IPOAYKTOB;

M3JI07KeHBbI OCHOBHBIE IIOJIOKEHMS: HapylIeHUs (QU3UYEeCKOro M HEpPBHO-

MCUXUYECKOr0 pa3BUTUA OO0NbHBIX (EHHIKETOHYPHEH BBIABIAIOTCS 3HAYUTEIBHO



yaie MpH TO3/HO YCTAHOBIEHHOM JMAarHo3e M HU3KOM KOMIUIA@HTHOCTH, paHHee
Ha4ajo JICYCHMS I[IO3BOJISET YIYYIIWTh KadecTBO JKU3HU OTHUX TMAlUEHTOB;
HCIONB30BAaHWE B  JAMETOTEPAlMM HOBBIX OTEYECTBEHHBIX [POAYKTOB 0e3
(ennnanannHa, HMEIOIMX CKOp OONBIINX HEHTpalbHBIX aMHHOKHUCIOT Gonee 95%;
[NPUBOAMUT K HOpMalM3allih KOHIECHTpaluu flJEHHJ'IaHaHPIHa B KpPOBH, HTO
TIOJIOKUTENIBHO BIUSET HA (PU3NUECKOe U HEPBHO-TICUXUUYECKOe Pa3BUTHE MAI[MEHTOB;
TSOKECTh KIMHUYECKUX CUMIITOMOB MNP TalakTO3eMHUM | THMA 3aBUCHUT OT CTENEeHU
CHW)KEHHMA  AaKTHBHOCTH  3H3MMa  rajiakTo3o-l-gocdarypuauntpancgepassl;
nudhepeHIIMPOBAHHBIH OAX0J K Ha3HAYEHUIO JMETOTepanud B 3aBUCUMOCTH OT
GopMBI M TSDKECTH TEUeHMs rajakTo3eMuu | Tuma pacmmpsieT NepCreKTHBbI
pUMeHeHHUs 6e37aKTO3HBIX MTPOIYKTOB Ha Pa3NHYHO OeIKOBON OCHOBE;

PACKPBITHI [IPOOTEMBI, OTPHULATENBHO BIUSIONIME Ha 3(PPEKTUBHOCTH
auerorepanuu y OOJIBHBIX @eﬁHnKeTOHypHeﬁ U TaJakTo3eMHeH; I0Ka3aHa
11e71eCO00Pa3HOCTh MYJIBTUIMCLHUIUIMHAPHOTO I10/IX0/la B OKAa3aHWH MEAMIMHCKON
MIOMOIIM JeTsM C HACJeICTBEHHOH mnaronoruell oOMeHa BeUIECTB, BBIABIAEMO
ITyTeM HEeOHATATbHOI0 CKPUHHHTA;

H3y4eHbl KIMHUKO-aHAMHECTHYECKHUe, aHTpPOIIOMETPUIECKHE,
OHOXMMHUYECKHe U UMMYHOJIOTHYECKHUE NapaMeTps! Ha (poHe runodeHuIanaHiHOBOMI
1 0e31aKTO3HOI/0e3ranakTo3HO| [UeT, YCTAHOBICHA OTpHUIlaTeNIbHAS KOPPEessius
MeX/y cojiepKaHueM OOJIBIINX HEHTpabHBIX aMUHOKHUCIIOT B CIIELUAIU3UPOBAHHbIX
NpofyKTaX M  KOHLEHTpauuedl  ¢eHuIajaHUHa B KPOBH Y  OOJBHBIX
(GeHuIKeTOHypHeil; BBISBIEHa IpsMas B3aUMOCBS3b MEXJIY BO3pAcTOM Havaia
JIEYEHUS] M KA4YeCTBOM JKM3HM IMALMEHTOB, ONpEJe/ieHa BO3MOXKHOCTh COXPAaHEHMS
rPYAHOTO BCKapMIIMBaHUS M NPUMEHEHMs CHelHaTU3UPOBAHHBIX 0€3/1aKTO3HBIX
NPOJIYKTOB HA pa3uyHOi OelKOBOH OCHOBE MPH PAa3IUYHBIX KIHHHYECKHX
BapHaHTaX rajakroeMui | Tuna;

NpoBeleHA MOJAepHH3AUHsl METOAWYECKHX IIOJXOJ0B K OpraHW3alun

JUeTOTepaniy NPU KJI1acCU4ecKoi (DeHUTKETOHYPHH U rajlakTo3eMuu | tumna.



3HaveHHe NOJYYEHHBIX COHCKATEJEM pe3y/bTATOB HCC/IEA0BAHHS IS
NPaKTHKH NOATBEPKIAETCH TeM, 4TO:

pa3paboTaHbl HOBBIE I[IOAXOJbl K OpraHU3allMM [ATOreHEeTHYECKOU
runoeHuIanaHuHOBOM AMeTH! Ui OOJBHBIX (DEHUIIKETOHYPHEH C UCIOJIb30BaHUEM
MHHOBAallMOHHBIX CIELHATU3UPOBAHHBIX OTEYECTBEHHBIX IPOAYKTOB Ha OCHOBE
aMMHOKHCJIOT 0Oe3 (eHWIanaHuHa, anroput™ JudGhepeHIupPOBAaHHOTO HAa3HAYCHUS
0e3maKTO3HbIX/0e3raakTO3HbIX IMPOAYKTOB HA pa3iudHOW OeNKoBOM OCHOBE
OonbHBIM ranakrozemuei | Tumna, KOTopble BHeJApeHbI B IOBCEIHEBHYIO NPAKTUKY
OTHENeHW CcTaldoHapa W KOHCYIbTaTUBHO-AMArHocTU4yeckoro mneHrpa OI'AY
«Hayunblii 1eHTp 340poBbs JAereir» MuH3apaBa PoccHM, perMoOHaabHBIX MEIHUKO-
renetuyeckux koHcyiapTammi r.r.  Kypcka, Cankr-lletepdypra, OpenOypra.
ExatepunOypra, Y ¢s1, HoBocubupcka. Teopernueckue ¥ npakTHYecKue MOJT0KESHUS,
U3JI0KEHHbIE B JHCCEepTalllH, choﬁwyfmcs; npu oOy4eHUH KypCaHTOB Ha Kadejpe
MeNaTpud M JEeTCKOW peBMAaToJoruH neauarpuueckoro ¢axynsrera I'BOY BIIO
«[lepBbii MOCKOBCKHMI TOCYJapCTBEHHBIM MEAMIIMHCKHI YHUBEPCUTET WM.
N.M.CeuenoBay Munsapasa Poccuu, xadenpe neauatpum mneguaTpuueckoro
¢axkyasrera I'BOY HAIIO «Poccuiickas MeIuIUHCKas aKaJeMHsl MOCIeAHIIIIOMHOIO
oOpa3zoBanus» Munsznpasa Poccun;

omnpejaeseHbl  I[EpPCIEKTUBBl  IPAKTUYECKOrO  MPUMEHEHHsT  HOBBIX
OTEYeCTBEHHBIX IPOAYKTOB B JIeYeHWH OONBHBIX (EHWIKETOHypHed U
rajakTo3eMued rpyJaHOro Bo3pacta W cTapuie | rojga A rapaHTHPOBAHHOTO HX
obecrieueHus CHEUMATU3UPOBAHHBIMU  IPOAYKTAMH BLICOKOH OHONIOrHYecKOr
HEHHOCTH C HEJbI0 NPO(QHIAKTAKMA  OTHAJIEHHBIX IICHXOHEBPOJIOrHYECKHX
HapyIllIeHWH U MOBBIILICHUS KaueCTBa XU3HU MAIUEHTOB,;

CO3JaHA CHUCTEMa T[PAKTUYEeCKUX PpeKOMEeHJAlMi 10 OopraHu3aluu
MaTOreHETUYECKOI0 JIMeTHYECKOro JIeYeHWS IIpH HaCJEJACTBEHHOW IaToJIOrUu
oOMeHa BeIleCTB, BBIABIAEMON 110 HEOHATAIEHOMY CKPHHHHIY;

npejcTaBjeHbl [PEJIOKeHHs [0 JajlbHEHIIeMY COBEpUICHCTBOBAHUIO
CXE€Mbl OKa3aHUs MEIMLMHCKOW IIOMOILIM IaluuMeHTaM ¢ (eHUIKETOHypHel u

rajaxrosemuei | Tumna.



Ouenka 10¢TOBEPHOCTH Pe3y/IbTATOB HCCJIEJ0BAHNSA BLIABH/IA:

pe3yNbTaThl UCCIIeJ0BaHMs OBIIM TIONYYeHB ITyTeM KIMHHUKO-1a00paTopHOro
¥ (YHKIHMOHAJIBHOIO TECTHPOBAaHMUSA C MHCIONB30BaHUEM CepTU(HIMPOBAHHBIX
METOJMK M IIKaJl, NPU3HAHHBIX B MMPOBOM KIMHMYECKOW M HAy4YHOH IpaKTHKe,
pabora mnposejneHa Ha OosibmioM KiIHHHYeCKOM Marepuane - 370 GombHBIX C
ophaHHOH NaTOJOIHeH, BKIIOUEHHBIX B HCCIIE0BAHHE B CTPOrOM COOTBETCTBHH C
4YETKO  C(OPMYJIMPOBAHHBIMU  KPUTECPHAMH, MHUHUMU3UPYIOMIUMHA  BIHUAHUE
Cly4aidHBIX ()AKTOpPOB Ha XapakTep HCCAeAyeMBIX [oKas3aTelned, MpPOBEICHEI
PeTPOCIIEKTUBHBIH aHamu3 (QU3NYECKOro M HEepPBHO-TICHXMYECKOI0 Pa3BUTHS,
OZTHOKPATHBIN «CpPE30BBLIN» aHalM3 KadecTBa >KU3HU OOJBHBIX (EHUIKETOHYpHUEH,
aHanu3 OMOJIOTMYECKON LEHHOCTH M XMMUYECKOIO COCTaBa CHElMaNu3UPOBAHHBIX
MPOYKTOB, oOlleHKa 3(@deKTHBHOCTH M 0e30MacHOCTH HOBBIX pa3paboTaHHBIX
OTEYECTBEHHbBIX CIEIMAIM3UPOBAHHBIX MIPOJYKTOB IPOBEJEHA Ha JOCTATOYHBIX JUIs
CTATHCTUYECKOr0 aHaIM3a Ipynmax OOIBHBIX;

TeOpHsl TPOBEJIEHHOIO  WCCIEJOBaHWs  IIOCTpPOEHA HAa  W3BECTHBIX,
onyOJIMKOBaHHBIX B OTEYECTBEHHOH M 3apyOexHOH jMTeparype, NpOBEpAeMbIX
JaHHBIX M (aKTax o Ienecoo0pa3HOCTH UCHOJIb30BAHUS IATOTEHETHYECKOH
JMETOJIOrMYeckKofl KOpPPeKIMM Hacle[CTBEHHBIX HapylleHHii oOMeHa BemecTB U
MPUMEHEHUH  CHELHMATU3UPOBAHHBIX MNPOAYKTOB CO  CHEUUAIBHO 3aJaHHBIM
XUMHYECKUM COCTaBOM;

uaes pa3pabOTKH U CO3AaHUS OTEYECTBEHHBIX CIIELHATU3UPOBAHHBIX
MPOJYKTOB JledeOHOro nuTaHus OasHpyeTcss HAa KJIACCHYECKMX IPUHIMIIAX
OpraHu3aluy jeuyeOHOro NMUTaHWsS U ONbITE IOJOXKUTEIbHOIO BIMSHUS OTAEIBHO
B3ATBIX OONBIINX HEHTPAJbHBIX AMHHOKHCIOT HA KOHLEHTpALMIO (heHWIalaHuHA B
T1a3Me KpoBU OOJIBHBIX (QEeHUTKETOHYpHE;

HCNO/IL30BAHBI  PaHee [OoJyuyeHHble 3apyOeKHBIMH HCCIIE0BaTeNIsIMU
JaHHBIE O XapaKTepe BJIMSHUA MeTaboNWYeCKUX HapyUIeHWH U IaTOreHeTHYecKOu
JMETOTepanuy Npyu (PEeHUIKETOHYPUM M TaJaKTO3eMHM Ha (U3UYECKOe U HEepBHO-

[ICUXUYECKOEC pa3BUTHE 60JIbeIX, COCTOsIHHE I’IMM}’HHOﬁ CHUCTEMBI;



YCTAHOBJIEHO KAayeCTBEHHOE COBMAJEHUE AaBTOPCKUX pPE3yJIbTaToOB O
HapylmIeHUd  (HU3UYECKOro,  HEPBHO-TICUXUYECKOIO  PAa3BUTHUS,  M3MEHEHUSIX
UMMYHHOTO cTaTyca nepudepudeckux JUM(GOLUTOB U Ka4yecTBa JKU3HU OOJIBHBIX C
pe3ynbTaTaMH, OMyOIMKOBAHHBIMH B HE3aBUCHUMBIX MCTOYHUKAX TO JaHHOU
TeMaTUKe;

HCNOJIBL30BAHBI  COBPEMEHHble MeToabl cOopa M 00paboTku HCXOIHOH
HH(OOpPMALIMKN; CTATHCTHYECKUN aHAIN3 MOYYEHHBIX JAHHBIX MPOBEAEH C ITOMOIIBIO
nakeroB Excel Microsoft, Statistica 6.0 (StatSoft Inc., USA), u SPSS (Statistical
Package for the Social Sciences Inc., USA) Bepcus 14.0, mpuMeHeHBI MeTObI
ONHMCaTeTbHOW CTATUCTUKH, JUCIIEPCUOHHBINA U KOPPEIAHOHHBIN aHAIIHU3.

JIuaHbli BKJIAJ COMCKATEJSl COCTOMT B JMYHOM Y4YacTUM JIMUCCEPTaHTa B
bopMUpoBaHMKM TEMAaTHKH, LENH M 3adad HCCIe0OBaHMs, BbIOOpe aneKBaTHBIX
METOMOB €ro BEHITOJHEHHS, OpraHu3aldd M [POBEACHUU KOMIIIEKCa KIHHUKO-
1a00paTOPHBIX M MEAMKO-COIMANbHBIX  UCCIIEJOBAaHUM, KaTaMHECTHYECKOIro
HaOJIFOIEHNs, CTATUCTHYECKOM 00paboTke M HAyYHOM aHaJli3e MOJy4eHHbIX JaHHbIX,
MOATrOTOBKE MyOauKaLuil.

Ha 3acenanun 21.06.2016 roga auccepTallMOHHBIA COBET MPUHSII PEILIEHHE
npucyauth bymryesoii T.B. yueHyro cTernieHb 10KTOpa MEIHLIMHCKUX HAYK.

Ilpn npoBepeHHH TaWHOTO TIOJIOCOBAaHHS IHUCCEPTAlMOHHBIA COBET B
KoyecTBe 27 yenoBek, U3 HUX 10 mokTopoB Hayk no crneuuansHoctd 14.01.08 -
«Ilemuatpusi», S nokropoB Hayk 1o crneuuansHocTH 14.01.11 - «HepBHble 6one3nny,
y4acTBOBAaBIIMX B 3acelaHuM, U3 33 uYeloBeK, BXOJAIIUX B COCTaB COBETA,
JIOTIOJIHUTEILHO BBE/IEHBl HA PAa30BYIO 3AIMUTY 5 4YeI0BEK, MporojiocoBaiu: 3a 27,
POTHUB HET, HEIGUCTBUTENIbHBIX OrOJIeTeHel HeT.
3amecTuTeNnb NpesceaTens

AUCCEPTALIHOHHOTO COBETA

VueHsll cekpeTapb
JIUCCEePTAlMOHHOTO COBETa

"22" yrons 2016 r.




