YTBEPX/AIO:
M.o. npopexkTopa 1o Hayke U HHHOBAlIMOHHOU
JEATENBHOCTH (pe/iepalIbHOTrO TOCy IapCTBEHHOIO
O10/1KETHOTrO 00pa30BATENILHOTO YUPEKICHHUs
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pabotel MBnesoit Banepun Hukonaesns! Ha Temy: «Koppekius HapyeHuit

HYTPUTHBHOI'O CTaTyca JeTei O0JbHBIX MyKOBUCIIUI030MY, MIPEACTaBIEHHOM K
3allMTe Ha COMCKaHHWEe YYEHOW CTENEeHHU KaHAuaTa MeJIMIUHCKUX HayK I10
cnenuanbHoCcTH 14.01.08 — “Tlequatpus’.

AKTYya/IbHOCTb TeMbl H HCCJI€IOBaHHS H €€ CBfI3b C NJAHAMH OTPAC/IeBOi
HAYKH H IPAKTHYeCKOH /1eITeJIbHOCTH

B nocneanue rozbl 1OCTUTHYTHI OOJBIINE YCIIEXW B JUArHOCTHKE M JICUECHUH
MYKOBUCLM/03a Yy JeTed. BaxkHOH M OKOHYaTeJIbHO HepelleHHOH MpobaeMoi
KOMIUIEKCHOIO JIeYeHUsl OOJbHBIX C MYKOBHMCIIMI030M OCTAeTCs KOPPEKIIHS
HYTPUTUBHON HENOCTATOYHOCTH YXYJLIAIOLIEH TSHKECTh TeueHUs 3abosieBaHUsl U
CrocoOCTBYIOIIEH Pa3BUTHIO OCIIOXHEHWM. HenocTaTrouHOCTh MUTaHMS y JeTeH C
MYKOBHUCLIMJIO30M XapaKTepusyeTcsi Ne(UIUTOM MacChl Tejla U pocTa U CBs3aHa,
KaK C BBICOKUMU METabOJMYECKMMH MOTPEOHOCTSMH, TaK U C HEJIOCTATOYHBIM
nocrymjieHyem Oenka W dHeprud. HemoctaTouHOCTh MUTAaHUS Y  ITOTO
KOHTUHI'€HTa OOJIbHBIX OTPULIATEIBHO CKa3bIBaeTCs Ha TEUEHUU OPOHXOJIErOUHOI0
npouecca, MPUBOAUT K OCJIA0JIEHUIO JbIXaTeJbHBIX MBI, YTO BIIMSET Ha
jeroyHble 00bEMbI M BeJeT K TMIOBEHTUISILIMM, COMPOBOXKAACTCS AUCHYHKLUEH
UMMYHHOU CUCTEMBI.

Crenyer noA4YepKHYTh, UTO IIPU MYKOBHUCIIHM/103€ HEOOXOAUMOCTH BOCIIOJIHEHUS
IHEPreTUYECKUX MOTepb BO3HUKAET Ha (poHe HecTabUIILHOrO anmneTuTa y 00JbHBIX
neteil pebeHKa M Kak CIIEJICTBUE 3TOrO BBIHYKAEHHOIO OrpaHH4YeHHs o0beMa
norpebyisseMoil MUK, B CBSI3M C OTUM ONTUMAJbHAs JHUETOTEpANHs C



IPAMEHEHHEM CpPEACTB JOTMOJIHHUTENbHON SHTEPAIbHOW KOPPEKIIMH 3HAYUTEITHHO
NOBbIIIAeT (DYHKLMOHAIbHYIO aKTHMBHOCTh OpPraHOB INHINEBAPEHHUS W YJIydllaeT
MeTab0InYeCcKre MPOLECCHI.

B wuccienoBaHMsIX INOCIEAHUX JIeT OIpeAelieHHOe BHUMaHWE YAenseTcs
JUArHOCTUKE HYTPUTUBHOM HEAOCTAaTOYHOCTH B JUHAMHUKE U Y B3POCIBIX
MALMEHTOB ¢ MYKOBHCLMI030M. Pa0oTbl, M3ydaromue mnpoOiieMbl pacCTpONCTB
[IUTaHUsl y JeTeld — HEMHOIOYUCJEHHbl U IIOCBSILUEHBl B OCHOBHOM OILIEHKE
[IapamMeTpoB aHTpornoMeTpuu. (OyeBHIHA HEOOXOJUMOCTH COBEPILIEHCTBOBAHHUS
UMEIOLIUXCSI BO3MOYKHOCTEH CBOEBPEMEHHOM MHAarHOCTUKH HENOCTaTOYHOCTH
INUTaHUS U pa3paboTky, cOajaHCUPOBAHHOW HYTPUTHUBHOW KOPPEKILMH, TaK Kak
OTCYTCTBYIOT €IMHbIe YeTKHe PEKOMEHJAIMH [0 HYTPUTHBHOW MOIIepKKe U eé
MOHHUTOpPUHTY y OonpHbIX ¢ MB. CooTBeTcTBeHHO, 3TO HEOOXOIUMO MJIs
yJIy4IlIEeHUs KauyecTBa KMU3HU TaKUX OONBHBIX U COXpaHEHHBIE TOJbl KAUECTBEHHOM
KU3HU.

BelieykazaHHoe CBUAETEIbCTBYET, UTO IIPEICTaBIEHHOE HCCIeI0BaHUe
SIBJISIETCS] aKTyaJIbHBIM, IIPAKTHYECKH OPHEHTUPOBAHHBIM, T.K. Pe3yJIbTaThl pabOThI
OyAyT CyIIeCTBEHHO BIHATH Ha palliOHAIBHBIN BBIOOpP MUTAHUS Y TAKUX OOJIBHBIX.

HucceprauvonHoe uccienoBanue BoinodHeHO B @I'BOY BO “BoponHexckuii
roCyIapCTBEHHbIM MenuuuHckuil yHuBepcuter uM. H.H. bBypaenko” M3 P® Ha
0aze Llentpa wmyxoBucumaoza bY3 BO “O6nacTHas nerckas KIMHHYECKas
OonbHuLa Ne2” . BopoHexa.

Hay4yHnasi HOBH3HA HCC/1eI0BAaHHS H MOJY4YE€HHbIX pPe3y/abTATOB, BbIBOAOB H
pexkoMeHaanuii, chopmMyJHPOBAHHBIX B IUCCEPTALHH

BrniepBbie y netel, 00JIbHBIX MyKOBUCLIMI030M ITPOBEIEHA KOMIUIEKCHAs OLIEHKa
HYTPUTUBHOTO  CTaTyca C  aHaJUM30M  AaHTPOIOMETPHYECKHUX  HHIEKCOB,
OMOXMMHUYECKUX MOoKa3aTeNel U pakTuueckoro nutanus. B pesyiprare 3T0r0
YCT@HOBJICHO, YTO OMOXHMHUYECKUM MapKepOM TSDKECTH OEJIKOBO-3HEPreTHYECKOM
HEeJIOCTaTOYHOCTH y JeTed, OOJbHBIX MYKOBHUCLHIO30M SIBIIIETCA YPOBEHb
KOPOTKOXXMBYIIIEro OejKa ChIBOPOTKH KpOBHU — TpaHcheppuHa. Hayuno obocHoBana
HeOOXOIMMOCTh €ro IMPUMEHEHHs B KOMIUICKCHOHW OIleHKe CTEeIleHH OelKoBO-
IHEePreTUYECKO HeTOCTaTOYHOCTH Y eTel, 00JIbHBIX MyKOBHCLUI030M. BriepBeie
Hay4HO JOKa3aHO, YTO Yy JeTeil, OOJbHBIX MYKOBHMCLHMIO30M CTaHIApTHEIC
TIOKa3aTeNld, XapaKTepu3upyrolue OeJKoBbli OOMEH, He MOTryT SBIATHCS
OOBEKTUBHBIMA MapKepamMu OLEHKHM HYTPUTHBHOIO CTaTyca NAHHOW KaTerOpHH
MALMEHTOB.



BriepBele y NMalMEHTOB ¢ MyKOBHCLMIO30M YCTAHOBJICHBI CTENEHH OEIKOBO-
SHEPreTUYECKOM HEIOCTATOYHOCTU M COCTABJIEH PallMOH IHMTaHHUS, ¢ NOMOILIBIO
pa3paboTaHHOM aBTOPOM KOMIBIOTEpHON Nporpammsl «KoOMIUIEKCHas cHCTeMa
OILIEHKH OeJIKOBO-?HEPreTUUECKONM HEIOCTAaTOYHOCTH M pacyeT ONTHMAJIbHOM
JIMETOTEPAITUH JeTel, OONBHBIX MYKOBHCLIAIO30M.

JlokazaHa  kiuHH4Yeckas  A(PQPEeKTHBHOCTb  OTE€YECTBEHHOrOo  MPOAYKTa
SHTEpalbHOM KoppekiuH, cMmecn «HyTpusH-cTaHmapT», NpH BKIIOYCHHH €€ B
0a3UCHYIO JHETOTEPAIHIO AeTel, O0JbHBIX MyKOBHCLUIO30M.

3HAYMMOCTh [AJIsi HAYKH M NPAKTHKH NOJY4YeHHbIX aBTOPOM
pe3yJbTaToB

ABTOpPOM TMOKa3aHO, 4YTO KOMIUIEKCHas OLEHKa HYTPHUTHBHOTO cTaTyca C
oIpejieJIeHUeM aHTPOIIOMETPHIECKUX HHICKCOB, JIAOOPATOPHBIX H CyOBEKTHBHBIX
IIapaMeTPOB SIBIISIETCS. Ba)XKHBIM HHCTPYMEHTOM IHArHOCTHKH HEIOCTaTOYHOCTH
MUTAHUS M T[O3BOJIIET B IMOJHOW Mepe aHaIM3upoBaTh 3(QGEKTHBHOCTH |
aleKBaTHOCTh KOPPEKIMHU HYTPUTHUBHOM HENOCTATOYHOCTH Yy TNAIMEHTOB C
MYKOBUCLIMO30M.

PaspaboTaHHass aBTOPOM KOMIIBIOTEpHAs IpOrpaMma MOXET HCIIOJIb30BaThCA
JUIS OLIEHKH CTeIeHH OeKOBO-3HEepreTHUeCKOW HeNOCTaTOYHOCTH M COCTaBJICHHUS
paliOHa MMUTAaHUS B CIIELUATU3UPOBAHHBIX LIEHTPAaX MyKOBUCIIMI034.

[Tonyuennsie VBneBoi B.H pe3ynbraTel M0o3BOJISIOT ONTUMU3UPOBATh TAKTUKY
BEIEHUs [AIl[MEHTOB C MYKOBHUCLMIO30M B 3aBHCHMOCTH OT CTEICHHU
YCTAHOBJIEHHBIX TPO(MUYECKUX pacCTPOMCTB. Pe3ynbTaThl HCCIECNOBaHMA H
PEKOMEH IaI[MH, pa3paboTaHHble HA UX OCHOBaHHMHM, MOTYT OBITh MCIIOJIb30BaHBI B
paboTe Bpayeil [IEHTPOB MyKOBHCIIH/103a, IIEAUATPOB, MyJIbMOHOJIOTOB. BHepeHune
B MPaKTUKy  pe3yJbTaTOB  MCCIENOBaHMSA  MO3BOJSIET  pealu30BaTh
IEPCOHAM3UPOBAHHBIH MTOIXO K Tepanyu AeTel, O0JIbHBIX MyKOBUCLHIO030M.

CreneHb O0OOCHOBAHHOCTH HAY4YHBIX MOJIOKeHHH, BBIBOAOB H
peKoMeHIaHii, cPOPMYJIMPOBAHHBIX B JHCCEPTALHH

O6béMm Marepuaia (69 NAUMEHTOB) MOXHO CYHMTaTh JOCTATOYHBIM.
OGOCHOBAaHHOCTh M JIOCTOBEPHOCTH IIOJYYEHHBIX pE3YyJIbTATOB ONpeesseTcs
COBPEMEHHBIM  HAy4HO-METOJMYECKMM  ypoBHeM  paboTel,  obecreyeHa
IPENCTABUTENLHOCTEIO  BBIOOPKH, OOIIMPHOCTBIO — TEPBUYHOrO — MaTepHana,
TIIATEIHHOCTHIO €ro Ka4eCTBEHHOTO W KOJMUYECTBEHHOIO aHajlu3a, IPUMEHEHHEM
COBPEMEHHBIX METOIOB CTATHCTHYeCKOH 00paboTku mHpopmauuu. IlomydeHHBIE



JNaHHBIE NMPOAHATN3UPOBAHBI METOJIAMHU ITapaMeTPUYEeCcCKON U HelmapaMeTpHYeCKOH
CTAaTUCTUKHU U CTATUCTUYECKH 3HAYUMBI.

Juccepranusi HamucaHa B TPaJMIIMOHHOM CTHJIE M COCTOMT W3 BBEICHHS,
OMKMCaHUsT MaTepuajoB U METOJOB HCCIEeOBaHUs, TIJaBbl pe3yJbTAaTOB
WCCJIEIOBaHHUs, TJIaBbl OIHMCAHUs KOMIIBIOTEPHOW MpOrpaMMBl pacyera MEHIO
naleHTaM ¢ MYKOBHCLHIO030M, IJIaBbl OOCYXIEHHUs pe3yJbTaToB, BBIBOAOB M
NpaKTUYECKUX peKkoMmeHnmanui. JluccepramuoHHass paboTa XapaKTepusyeTcs
JIOTMYEeCKOM MOCIIe0BATEIEHOCTHIO M3JI0KEHUsI, 000CHOBAaHHBIM BbIOOPOM LIETIH U
IIOCTAaHOBKOM 3amad wuccienoBanus. KomuwdecTBO 00CiIeIOBaHHBIX MAalLUMEHTOB,
BBITIOJIHEHHBIX JIMArHOCTUYECKUX U JIeYeOHBIX MpOLEenyp C HCIOJIb30BaHUEM
COBPEMEHHBIX METOJIOB JOCTATOYHBI sl POPMYJIUPOBKH OOBEKTUBHBIX BBEIBOJOB.
[IpencraBieHHble MaTepHaNIbl XOPOIIO HLTIOCTpUpoBaHbl. CHOpMyIHpPOBaHHBIE
aBTOPOM BBIBOABl U TPAKTUYECKHE PEKOMEHAAIMH JIOTMYECKU BBITEKAIOT U3
pe3yJIbTaTOB, MOJYYEHHBIX B X0/1€ UCCIIEI0BAHHUS.

JuccepTanus ohopmiieHa B COOTBETCTBUH ¢ TpeboBanusiMu BAK.

ConepxaHue JTUCCEPTALMOHHOW pabOThl COOTBETCTBYET CIIELMAIBLHOCTH
“Ilenuatpus’.

JInyHbIi BKJAA aBTOpa. ABTOpY INpPUHAUISKUT Bedyllas pojib B BBIOOpE
Hanpasienus. Jluuneiii Bkian Msiesoit B.H. B nucceprannoHHyto paboTy COCTOUT
B CaMOCTOSTEIbHOM cOOpe U aHajlu3e [aHHbIX Ha OJTale IUIaHMPOBaHHUS
WCCIIENIOBAHMS, U3yYEHHH OTEYECTBEHHBIX U 3apyOeHbIX IMyOJIMKalUi II0 TeMe
JUccepTali. ABTOPOM CaMOCTOSITENBHO MPOBE/ICH TIIATENbHBIH HaOop GONBHEIX,
KOMILIEKCHOE KIIMHHYECKOoe 00ciie[oBaHNe, pa3paboTKa AU3aiiHa UCCIEIOBAaHUS U
nocneayoliee HabmoaeHne 3a OOJIBHBIMU, pa3paboTaH U BHEJAPEH METOJ pacyeTa
ONTHUMAJIBHOMN JAMETOTEPAINU C UCIIOb30BaHHEM HHPOPMALIMOHHBIX TEXHOJIOTHH.

Takum oOpa3om, BKJIaJ aBTOpa B IPOBEACHHOE HCCIIENOBaHUE SBJISAETCS
OTIPEEIISIONIMM ¢ 3aKJII0YaeTCsl B HEMOCPEACTBEHHOM BBINIOJHEHHH BCEX 3TaroB
paboThl, OT MOCTAHOBKU 3a1ad A0 OOCY)XIEHHs pe3ylbTaToB M (OPMYIHMPOBKH
BBIBOJIOB U IIPAKTUYECKUX PEKOMEHIAIUH.

BHeapeHHe pe3yJbTaTOB HCC/JIEA0OBAHHS M  PEKOMEHAAUHMH MO
BHE/IPEHHIO.

Pe3ysbpraThl MCClieOBaHHUS BHEAPEHbI B JIEUEOHO-IMArHOCTHYECKHHA MPOIEece
BIo5KeTHOrO yUpexIeHus 31paBooxpaHeHrs BopoHexckoi obmactu «ObnacTHast
NeTcKas KIMHU4Yeckast 0onpHUIa Ne2y, 1eTckoi nonukiauHuku Ned B coctae bY3
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BO «BopoHexcKasi ropojcKas MOMUKIMHUKAa Ne7», OO0 MenuiuHCKUH UEHTP
«310poBbIii pebeHok» (. Boponex).

LlenecooOpazHo MPOJOJIKEHUE BHEJIpEHUS pe3yJIbTaToOB Hay4HO-
HCCIeNoBaTeNbCKOM  paboThl B JIedeOHYIO  IPAKTHKY  IOJUKIMHUK |
MyJbMOHOJIOTHYECKMX ~CTALlIOHApOB TP OKa3aHWM MEJUIMHCKOH IOMOLIX
MAaLMEeHTaM ¢ MyKOBHCIIHI030M, a TaKXe IIPH MOAr0TOBKE JEKIIMOHHBIX KYypCOB II0
NeIMaTpu¥ B CHCTEMe BY30BCKOIO, IIOCIEBY30BCKOTO U JONOJTHUTEIBLHOTO
pohecCUOHATBHOT0 00pa30BaHMUsI.

IleyaTHbIE padOTHI

OCHOBHBIE Pe3yNIbTaThl IUCCEPTALMK U3JIOXKEHBI B 16 HaydHBIX pabortax, 5 — B
M3NAHUSX, OIpe/eJeHHBIX TepeuHeM BBICIel aTTeCTallMOHHOM KOMHCCHEeH
MunucTepcTBa oOpasoBanuss M Hayku Poccuiickoit ®Denepanuy, MOTy4EHO
CBHIETENIBCTBO O PErMCTPALlMU 3JEKTPOHHOTO pecypca B OObeIMHEeHHOM (oHe
5JIEKTPOHHBIX pecypcoB «Hayka n oOpazoBaHue». Marepuaibl, IpeCTaBICHHBIC B
Hay4yHbIX IMyOJHMKALKAX, TIOJHOCTBIO  OTPa)KatoT ~OCHOBHBIE  PE3YJIbTAThI
JIMCCEPTAIlMOHHON padoThl, aBTOpedepar B MOJHOW Mepe CONCPXKUT €€ OCHOBHBIC
MIOJIOKEHHS.

OueHka cofep:KaHus JHCCEPTALMH.

JluccepranmonHasi pabora u3nokeHa Ha 117 cTpaHWI@ax MalIMHOIKMCHOIO
TEKCTa, COCTOUT U3 BBEIEHHMs, 0030pa JUTEPATypPhl, [TIaBbl MaTePHUAIOB U METOZIOB
MCCIEeIOBAHMS, PpE3YJIbTATOB KCCIEIOBaHUM M HMX OOCYXAEHHS, BBIBOIOB,
MPaKTHYECKHX ~PEeKOMEHIAUMH, CIMCKa JIHTepaTyphl, BKmodaromero 200
HCTOYHHUKOB, B TOM uuciie 120 oTeyecTBeHHBIX U 80 3apyOeKHBIX, aHATH3 KOTOPBIX
TI03BOJIWJI YETKO 0OOCHOBATh aKTyaJbHOCTh U HEOOXOAUMOCTh JHCCEPTALMOHHOIO
FicclieNoBaHus. BBIBOABI U IPAaKTHYECKHE PEKOMEHIAlMH JIOTHYHO BBITEKArOT U3
[IOCTABJIEHHBIX 3a1a4, CHOPMYyIUPOBAHBl YETKO U KOHKPETHO.

Bo BBeIEHHM aBTOp apryMEHTHPOBAHHO (GOpMyIupyeT Lenb W 4 3anaqu
VCCIIeIOBAHHS, ONpesiensieT HOBU3HY U HayYHO-TIPAKTHYECKYIO LIEHHOCTh paboThl,
ompeieNnsieT MOIOXKEHHs, BHIHOCHMBIE Ha 3allUTy. 3HAKOMCTBO C pabOTOH, €€
OCHOBHBIMHU IIOJIOKEHHUSMH M BBIBOJAMHU IIO3BOJISIOT 3aKJIIOYUTh, 4YTO aBTOP
BBITIOJTHUJIA TIOCTABJICHHYIO LIETIb.

O6paliaeT BHUMaHKe Ha YeTKOCTb U3JI0XKEHUs MaTepuaia, MpodecCHOHaNIbHYIO
SPYAULMIO aBTOpa B 00/1aCTH NE€AMATPHU U IyIbMOHOJIOTHH.



[lepBasi riaBa TIOCBsiLIeHAa 0030py JIMTEPATyphl, COCTOANIAs U3 4 pasfeNioB U
3aKIIOYeHHS.. ABTOPOM C COBPEMEHHbIX IMO3MLHN IPEICTAaBIEH KPUTHICCKHI
aHAIM3 JUTEpaTyphl MO HAPYIIEHHIO HYTPUTHBHOIO CTaTyca y [JeTed ¢
MyKOBHCIHI030M. ABTOpP KOMIIETEHTHO, apryMEHTHPOBAHO NPEACTaBIAET IyTH
MCCIIeIOBaHMs Ul PELIEHHs CYLIeCTBYIOILUX MpOOJIeM paHHEHd AWArHOCTUKU W
KOPPEKIMY HapyIlIeHHs HyTPUTHBHOTO CTaTyca, YTO yOequTeNbHO NPE/ICTaBIeHO B
TUCCEPTALIUH.

JlM3aiiH UCcClieJOBaHUS BBITEKAET U3 LIEJIM U 3a/1a4 AUCCEPTALlUH, YTO TI03BOJIAET
TIOJYYUTh JOCTOBEPHBIC DPa3IU4Ms B pe3yjibTarax pabOThI, KOTOpBIE SBIAIOTCS
OCHOBOI /ISl pellIeHus] TOCTaBIeHHBIX 3a/1a4 ¥ (YOPMYJIUPOBKH BBIBOJIOB.

B TpeTheli IiaBe KOPPEKTHO IPEICTaBlIeHa OLEHKa d(Q(EeKTUBHOCTH BIHAHUSA
JIOMOJIHUTENILHOIO DHTEPATLHOTO TUTAHUS HA OCHOBHBIE [TOKa3aTeNId Hy TPUTUBHOT'O
craryca y OOJBHBIX C MyKOBI/ICIlPIIIOSOM. JlvccepTaHTKOM yOeIUTENBHO J0Ka3aHo,
YTO COCTOSHHME OEIKOBOrO CTaTyca, CTelleHel OelKOBO-dHepreTH4ecKou
HEJOCTATOYHOCTH M YacTOTbl OOOCTPEHMH OCHOBHOTO 3a0o0jeBaHMsi OOJBHBIX
MyKOBMCIIH030M Ha ()OHE IPUMEHEHHs JIOMOJHUTEIEHOTO SHTEPAIIbHOTO MATaHUs
JOCTOBEPHO YJIy4LIaeTCsl.

VY 1a10ch YCTAHOBUTH MPSMO [POMOPLUOHATBHYIO 3aBUCHMOCTh MEXy Maccou
Teja ¥ ypoBHEM TpaHc(eppHrHa CBIBOPOTKH KPOBH, YTO B NMPAKTHKE IIO3BOJIMT 110
MHIEKCY Macchl Tejla ONpelelUTh €ro COJIep)KaHHe U CBOCBPEMEHHO MPOBECTH
KOPPEKLUIO TUTaHUS.

UeTBepTas Ii1aBa MOCBSIIEHa KOPPEKLHU MUTaHUS OOJBHOTO MyKOBHCIIHI030M
C WCIIONB30BAaHUEM IIPOrPaMMHOr0 obecreueHus. OTO IO3BOJUT C IOMOILIBIO
YHUDHUIMPOBAHHON KOMIUTEKCHOM CHCTEMbl OLEHKM OelKOBO-9HepreTHYecKoH
HEZIOCTATOYHOCTU MPOBECTH PacyeT ONTHMAJIBHON THETOTepaNyH JAeTel OOMBHEIX
MYKOBUCLUO30M.

I[IpencraBisercss 3HAYMMBIM Ul [OBCEIHEBHOM  paboOThl  NEAMATPOB
paspaboTaHHasi OJIOK-CXeMa aJlrOpPMTMa COCTABJICHUS pAllMOHa MUTAHUs OO0JIBHOTO
MyKkoBHrcuuao3oM. 1llupokoe BHeApeHHE HHPOPMALMOHHOW CHCTEMBl TEpalny
MYKOBMCIIH/103a TIO3BOJIAT HaTh OLEHKY dQ()EKTUBHOCTH POBEICHHOH TepaNy U
[I03BOJISIT MHANBUIYATbHO €€ KOPPUTHPOBATh.

Takum 00pa3oM, IpeIOXEHHOe IpOorpaMMHOe CpeacTBo “KommnexcHas
cucteMa bOH u pacuer ONTHMaIbHOH AMETOTEPAIUH JIETeH C MYKOBHUCLU030M”
OTBEYAeT COBPEMEHHBIM TPEOOBAHUSIM BeEHHUS TaKUX OOJIbHBIX.

B 3akiIlo4eHMM OWCCEPTAaHTKAa Ha COBPEMEHHOM YPOBHE aHAIU3UPYyeT
BO3MOHOCTBH MOBBILIEHHS 3¢ (HEeKTUBHOCTH 0a3UCHON Teparui MyKOBUCIIMI03a Y



JeTe ¢ NMPYMMEHEHHEM METOJa JIOMOJHHUTENbHOU dHTEpabHOM Koppekuuu. Ilpu
3TOM yOeaMTeNbHO aoKa3aHa HEeOOXOAMMOCTh [a4yd XapaKTEPUCTUKHM CTENeHU
nepuuMTa MUTAHUA C MCIOJIb30BAHHEM CYMMAapHOW OLIEHKM HYTPUTHBHOIO
craryca.
JlocronHeTBA M HEAOCTATKH B COAepKAHHUM W OGOpMIIEHHH
AUCCePTALMHU
Jluccepranuss HampcaHa TPaMOTHBIM HAYYHBIM JIMTEPATYPHBIM  S3BIKOM,
pasfenbl  IMCCEepTallMM  B3aMMOCBSI3aHbl  Mexay coboi. PabGora xopoiio
MPOUJIIIOCTPUPOBAaHa TabJMLIaMU M PUCYHKaMH, aJIeKBaTHO OTPaXKarolUMMU
OCHOBHBIE PE3yJIbTaThl JUCCEPTALIUH.
Juccepranusi 4UTaeTcss ¢ MHTEPECOM, BBIMOJHEHA HA BBICOKOM HAy4YHOM H
METOJMYECKOM YPOBHE M COOTBETCTBYET TpeOOBaHUSM, TPEABSIBISIEMbIM K
JUCCEepTalMsIM Ha COMCKaHWe yYeHOU CTeNeHU KaHau1aTa MeIMIIMHCKUX HayK.
ABTOopedepar odopmiieH B COOTBETCTBUH ¢ TpeboBanusMu BAK, orpaxaer
OCHOBHOE COJIEp)KaHHE JUCCepTaluu UM Hay4HbIX MyOJUKaIMi, pacKpbIBAET
OCHOBHBIE ITOJIOXKEHUS], BBIHOCUMbIE Ha 3alIUTY.
BbIBOJbI ¥ MpakTUYecKUe PEKOMEH/AIMK JOTHYHO BBITEKAIOT U3 COAEPIKaHHUS
JMCCepTalu, c(HOPMYJIUPOBAHBI YETKO M KOHKPETHO, COOTBETCTBYIOT 3aJjauyaM
MCCIIEIOBAHNUS U I10JI0KEHUSIM, BBIHOCUMbIM Ha 3allUTY.
IIpyHUMNHAJBHBIX 3aMe4YaHHH MO CcoAep:KaHHID H O0(OpPMJIEHHIO
pa6orbl HeT. [loJOKUTENBHO OLEHMBast JUCCEPTAlMOHHOE WCCe/[0OBaHue,
cllelyeT OTMETUTh HEeMPUHIUMITHATbHbIC [TOKEJIAHUSI ¥ 3aMeYaHusl
1. C  ToukM 3peHMs] OLEHKH KIMHUYECKOW dIPGHEKTUBHOCTH IMpHU
MYKOBHCLIM03€ Oojee  KOPPEKTHO  HCIOJb30BaThb TEPMHUH  HeE
“aZieKkBaTHOE NUTaHUE”, TMPU KOTOPOM OOJIbHOW JOJKEH MOJHOCTBIO
BOCCTAaHOBUTb U [OJUIEPKUBAaThb  HYTPUTUBHBIA  CcTaryc, a
“KOoppuUrupymollee nuTaHue”.

2. Yem oOycnoBiaeH BbIOOp Koppurupyromero nuranus ‘“Hytpuoh-
CTaHAapT B CPABHEHUU C IPYTUMH CMECSIMU?

OTMeueHHbIE MOXKeJNaHUs M 3aMeyaHUs He SIBJISIIOTCS NPUHLUIMAIBHBIMH,
NPEACTaBEHbI JJIsl TUCKYCCUM U OOCYXJEHUS JUCCEPTALIMOHHOIO UCCIENOBAHMUS,
HE CHIKAIOT OO0LIeH MOJOXKUTENbHOM OLEHKW U BBICOKOW Hay4HO-IPAKTUYECKOH
LIEHHOCTH JIUCCEPTALIMOHHOIO UCCIIeI0BAHHUS.

3akioueHue
Juccepranmonnas pabota Meiesoir Banepuum Hukonaesnel «Koppekins
HapyllIEHUH HYTPUTHUBHOIO CTaTyca JAeTeil OOJIbHBIX MYKOBHMCIIM030M» SIBJISETCS



3aKOHYEHHOW  HAy4YHO-KBaIM(DPUKALIMOHHON paboToil, B KOTOpO# pelleHa
aKTyajlbHasi Hay4Has 3aja4a 110 OOOCHOBAaHMIO aJICKBATHOW JIMArHOCTHKH U
paspaboTKe MaTOreHeTHYeCKON IUeTOTeparud HapylleHHH MUTaHus y JeTei,
OOJIBHBIX MYKOBHCLMJIO30M, YTO HMMeeT OOJIbLIOe 3HAUYEHHE IS COBPEMEHHOM
neguatpud. Ilo cBoel akTyalbHOCTH, HAy4YHOM HOBHM3HE, TEOPETHYECKOW U
NPaKTUYECKON 3HAYMMOCTH, JIOCTOBEPHOCTHU IOJIyYE€HHBIX pEe3yJIbTaTOB, MOJHOTE
U3JI0KEHUS MaTepHaliOB UCCEPTaLuy B paboTax, ormyOJHKOBaHHBIX COMCKATEIEM,
nMccepTalMonHas padora cooTBeTcTByeT TpeboBanusaMm 1. 9 «llomoxeHust o
NOPSIZIKE TMPUCYKIAEHUST YYEHBIX CTENEHEW», YTBEp)KIEHHOIrO IOCTaHOBJIEHHEM
[IpaButenscta Poccuiickoit ®@enepaunu Ne 842 ot 24.09.2013 r. B penakuuu
[Tocranosnenus IIpaButensctBa Poccuiickoit Meneparn Ne335 ot 21.04.2016 r.,
NPeIbsABISEMBbIM K JMCCEpTAaLMsIM Ha COMCKAaHHWE YYEeHOW CTerneHM KaHJuaaTa
MEIAMIIMHCKMX HayK, a €€ aBTOp 3acCiy)KHUBAaeT MNPUCYXKIEHUS YUYEHOU CTereHH
KaHauaaTa MEAUIMHCKUX HaykK 1o cnenuanbHocT 14.01.08 — «ITeguatpusy».
Or3piB 0oOCyxkJeH M on00peH Ha 3acefaHuy Kadeapbl IeJdaTpud H
HEOHATOJIOTUHU (PelepalIbHOrO IoCyAapCTBEHHOIO OFOKETHOIO 00pa30BaTeIbHOIO
yUpexJeHus Beicmiero odOpaszoBaHus «CeBepo-3amajHblii  TOCYAapCTBEHHbIM
MEIMIMHCKUKA  yHuBepcuteT umeHu WM. MeunukoBa» MuHUCTEpCTBA
3apaBooxpaHeHus Poccuiickoit @enepauuu (IIporokon Ne 7 ot «5» utonst 2017 r.)

3aBenyromuii kadeapo neaTpuu ¥ HEOHATOJIOTHH

DenepanbHOro rocy1apcTBEHHOTO OFOKETHOIO

00pa3oBaTeNIbHOTO yUpeKI€HHUS BBICIIEr0 00pa30BaHus

«CeBepo-3arna/Hblii rocy1apCTBEHHbIH MeIUIIUHCKUI

ynuBepcureT umenu V.M. MeunnkoBay Munucrepciga

31paBooxpaneHus Poccuiickoin @enepanuu, »

JOKTOp MEAULMHCKUX HayK, podeccop @.I1. PomaHiok

Anpec: 191015, Poccus, r. Cankr-IletepOypr, yin. Kupounas, 1. 41;
Ten.: (812) 303-50-00

®axkc: (812) 303-50-35

E-mail: rectorat@szgmu.ru
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