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OT3bIB BEAYIIENA OPTAHU3ALIUU
O Hay4HO-TIPAKTHYECKOH 3HAYUMOCTH AMCCEPTALMOHHOM paGoThl  KupmHOM
WMpunbl AnexceeBHbl Ha TeMy: «KIMHHKO-QYHKIMOHAIbHAS XapakTepuCcTUKa
OPraHOB [bIXaHHA Yy JAeTei, OOJbHBIX MyKOBHCLUHIO30M», IMPEACTABICHHOH K
3alMTe HA COMCKaHHME YYEHOH CTeNeHH KaHAWAaTa MeTULMHCKMX HayK 1o

cnennanpHocT: 14.01.08 — neguatpus.

AKTYaJIbHOCTb TeMbl BbIGPAHHON PaGoTel H ed CBA3bL ¢ COOTBETCTBYIOLIHMH
OTPAC/ISAMH HAYKH H NPAKTHYECKOH JeATeNbHOCTH

Huccepranvonnas pabora Kupmwnoit Mpunbl AsexceeBusl «KITHHHKO-
(YHKIMOHANBHASL XapaKTEPUCTHKA OPraHOB JBIXAHMUS y nered, OOIBHBIX
MYKOBHCUHIO30M» MOCBAIIACTCS OJHOW M3 aKTyalbHBIX MPoOJEM MeaUaTpuy —
U3YHCHHIO XapakTeépa W CTENEHH TSDKECTH IOPaXKEHUS OPraHOB [BIXaHMS Y
OOJIBHBIX ~ MYKOBHCLMZO30M JeTell  IOCpeaCTBOM COBPEMEHHBIX METOJI0B
o0cenoBaHus.

MykoBHCLMI03 — HacneAcTBeHHOe 3aboneBaHue, XapaKTepu3yrouieecs
NIOpa’keHHUEM SK30KPHHHBIX JKejle3 BCIEACTBHE MyTallul reHa MyKOBHCLHIO3HOTO

TpaHCcMeMOpaHHOTo peryisTopa nposoaumoctu (Cystic Fibrosis Transmembrane
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Conductance Regulator, CFTR). Ins MyKOBHCLH/103a XapaKTepHO BOBICUCHUC B
MaTONOrMYECKUil MpoLece MOKeTy JOUHON JKee3bl, TIeUeHH, KHIICYHNKa, MaTKH,
CeMSBLIHOCAIMX IPOTOKOB, CIIOHHBIX W IOTOBBIX JKeJe3, OJHAKO Hanboree
KM3HEYTPOXKAIOLINM SBIISETCS MOPAKESHHE OPraHOB JbIXaHHA.

[porpeccHpoBaHie AbIXaTeNbHONW HEJOCTAaTOYHOCTH IPH MYyKOBHCLHAO3C
momepknBaeTcs  (QYHKUMOHMPOBAHHEM  IIOPOYHOro  Kpyra — natorexesa
«obeTpyKims-HHpeKIus-BocnaieHie». BeneacTBre  HapyHICHH TpaHcIopTa
5IEKTPOIMTOB Yepe3 KIETOYHYIO MeMOpaHy MPOUCXOIMT BBIPAKCHHOC CTYLIEHHE
GPOHXHMANBHOTO CeKpeTa, 4YTO YrHeTaeT paboTy MepLATeNbHOro SMHTEIHA H
MpEeNsTCTByeT aJeKBaTHOMY KIMPEHCY /bIXaTeIbHBIX nyteid. B ycnoBusx
MyKOCTa3a ¥ BBI3BAHHOM HM JIOKQJBHOH THIIOKCHH 3aIlyCKaeTCs acerTHiecKoe
socnaneHme. Bce BTO  GUATONPHATHbIE YCNIOBHS AN HHQHIHPOBAHHUS
PECIIMpPATOPHOrO TPaKkTa MATOreHHOH (IOpOH, Ha KOTOPYIO MAKpOOpraHH3M
pearvpyeT yCUIeHNEM BOCIANUTEIBHOIO OTBETA. JlaHHEIE TPOLECChI 3aTyCKATCA
BHYTPHYTPOOHO, & HX UHTEHCHBHOCTD CYLIECTBEHHO HApacTaeT MocCje POXACHHA.
[TocTeneHHO bopmupyetcs JpIXaTesIbHast H CpelevHO-COCYAUCTas
HeI0CTATOYHOCTD, SBNSIOMAACS Beayled NpUYMHOH JeTalbHbIX HCXOA0B Yy neter
¢ MYKOBHCLHI030M.

AKTYanbHOCTb pelleH3MpyeMoii paboThl 00yC/IOBIeHa TEM, HTO B HACTOALLES
BpeMsl B CBS3U C BHEJPEHHMEM HEOHATaJbHOro CKpPMHMHIA Ha MYyKOBHCLHMA03 H
yBENMYEHWs KOIMYECTBA BBIABIEHHBIX CIydaeB MyKOBHCLMIO3A Y neren
CyIIecTBYeT HeOOXOAMMOCTh H3bICKAaHMs palMOHAIBHbIX croco00B  OLEHKH
(GyHKLMOHATIFHOTO COCTOSHUSI OPraHOB JIBIXAHUS Y GO/bHBIX, He CIOCOOHBIX K
MPOBEIEHHUIO CITUPOMETPUH B CHITy BO3pacTa, IS 00BEKTHBHOM OLIEHKH TAKECTH
MaToJIOrHYECKOro rpolecca.

[lepcrieKTUBHBIM CIIOCOOOM HEUBA3UBHOM (hYHKIHOHATBEHOH JHAarHOCTHKH
gBJISEeTCS KOMTBIOTEpHAs —OpoHXo(poHOrpadms, MeTOHA, pa3pabOTaHHBIH K
3aperiCTPHPOBAHHBIA POCCHICKMMY Y9eHbIMHM, OCHOBaHHbIA Ha PErHCTPaliH
3BYKOBBIX (PEHOMEHOB, BOHHKAMOIIUX MPU AbIXaHHH, C MOCIEAYIOWIHUM aHATH3OM

1 MaTeMaTHdeckoil 06paboTKOM YaCTOTHBIX K BPEMEHHBIX XapakTePUCTHK CIIEKTPa



3TUX IyMOB. OIHaKO BO3MOXHOCTH MeTONa NPH MyKOBHCIHAO3E M3Y4YEeHbI
HEJI0CTATOYHO, 8 UMEIOLUUECS JaHHbIe TPOTHBOPEYHBBI.

Mmeercs HeoOXOIHMMOCTE  COMOCTABIEHHS pe3yabTaTOB O0OCIEI0BAHMS
310POBBIX JIMIL H OOJBHBIX MYKOBHCLHIO30M IOCPEICTBOM KOMIIBIOTEPHOM
Oponxodonorpaduu ISt YTOYHEHUS Xapakrepa IpeanonaraeMbIxX
NaToJIOrHYeCKUX U3MEHEHHI.

Tpebyetcss usydeHHe KIMHHYECKHX OCOGEHHOCTEH TeYeHUsI 3a00J1€BaH s,
KOTOpbIE MpPHBOJAT K HM3MEHEHHIO OCHOBHBIX [apaMeTPOB KOMITBIOTEPHOI
OponxodoHorpapuu, BBUIY OTCYTCTBHS NAHHBIX 110 HTOM npobiieme. IMomumo
JTOro, B MPEALIECTBYIOINX paboTax oTMeyeHa BapuabeibHas HH)OPMATHBHOCTS
METOMa B BBIABJICHMM HapylIeHHH OpOHXMATbHON MPOBOAMMOCTH Y TSDKEIBIX
OOBHBIX.

Hg YCTaHOBJIEHBI OCHOBHBIE OnepalUuOHHbIE XapaKTepUCTUKH
KOMIIbIOTEPHOM OGpoHxodoHorpaduu (4yBCTBUTENBHOCTD H Crieuu(UYHOCTD) MPH
MYKOBMCLIHI03€, 4YTO TpeOyeT COMOCTAaBICHHUS pe3yJbTaTOB HCCIIENOBAHHSI CO
CTaHIaPTOM (YHKUHOHATIBHON AUATHOCTHKH B ITYJIEMOHOJIOTHH — CIIUPOMETPHUEH.

BBy OTCYTCTBHS BO3pacTHBIX OrpaHHYCHMI, [IPUMEHEHHE KOMIIBIOTePHOA
OporxodoHOrpadun SIBISETCS NePCHeKTHBHBIM B AMATHOCTHKE 0OCTPYKTHBHBIX
HapyIIeHWH BEHTHIISLMH y JeTel, He CIOCOOHBIX K IIPOBEAECHHIO CIIUPOMETPHUH B
cuity Bospacta. OfHAKO B HACTOSUIMH MOMEHT YCTAHOBJIEHHE CTENEeHH TSKECTH
OpoHX0OBCTPYKIIMHE Yy JeTeit ¢ MyKOBUCIHIO030M HEBO3MOXKHa, TaK KaK He
pa3paboTaHbl ~KPUTepUH TIpajaliid  CTENEeHH  TSIKECTH BEHTUJISILTHOHHEIX
HapylIeHWH ISt HUHTEepIIpeTaluu pe3yJibTaToB KOMIIBIOTEPHOM
Oponxodororpaduu.

Taxum obpasom, penensupyemas Hay4dHas paboTa HampaBieHa HA pelIeHHE

aKTYaJIbHOH MIPOOIIEMbI COBPEMEHHOM [1€IMaTPHH.

Hayquaﬂ HOBH3Ha HCCJ/IeJ0BaHHA, NOJYY€HHbIX pPe3yJjibTaToB, BBLIBOJAOB H

PeKOMEHIaUHH, cpOPMYIHPOBAHHBIX B AHCCEPTANHH
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Hay4Has HOBU3HA perteH3upyemoit paGoTsl Kupmnaoit M.A. 3aKkm04ae1cs B
pOBEIeHUH KOMIUIEKCHOTO ob6csenoBanys OOMBHBIX MYKOBHCIHIO30M neten, ¢
MocieAyoLUM CPaBHUTEIbHBIM aHATH30M KIMHHYECKUX, (QYHKIMOHAIBHBIX H
DEHTTeHONOTHYECKUX ~ JAHHBIX,  MO3BOJISIOMIMX YCTAHOBUTH ~ OCOOGHHOCTH
BHELIHEero ABIXaHUs IPH MYKOBHCIMIO03€ y JeTel Mo pesyabTaTaM KOMIIBFOTePHOM
6porxohoHorpapuu. ABTOPOM MPOBEACH aHATH3 COCTOSIHUI, CIIOCOOCTBYIOLINX
M3MEHeHHI0 [apaMeTpoB  (YHKIMM ~ BHEIUHEro  JIBIXaHMi y jered ¢
MYKOBUCIIMJI030M, B 3aBUCHMOCTH OT KIIMHMYECKHX OcOOeHHOCTEH TeUeHHUS
3abojieBaHus. Y CTAHOBJICHO HalM{ue CHJIBHOM OTpHIATEIbHOM KOppeIsMOHHON
CBSI3M MEXK1y OCHOBHBIMH MapKepaMH GpornxuaibHOi OOCTPYKUMH 10 JaHHBIM
CTIUPOMETPHH ¥ KOMIBIOTEPHOH 6porxodonorpaduu. Ha OCHOBAHIMH MOy CHHBIX
pe3ynpTaToOB  paspaboTaH cr0cOo6  IMATHOCTHKM CTENEHH —OOCTPYKTHBHBIX
HApyLIEHUH  BEHTUISALUMA Y meteii ¢  MYyKOBHCLHMIO30M  MOCPEACTBOM
KOMITBIOTEpHOH GpoHxOohoHOrpaguu Ui  ONpPEACIICHIA TSOKECTH M IPOrHo3a
3a00/1eBaHuUs.

JlMCCepTaHTOM ~ YCTaHOBJIEHO, HTO ~ BHEJPEHHC HOBOIO ToOJX0oJa K
OTIpEIeNIeHHI0 CTENEeHN OOCTPYKTABHEIX HApYIIEHHI BEHTWIALHN C MOMOIIBIO
KOMIIBIOTEPHOM GPOHXO(MOHOrpadHH TO3BOISIET YTy ITHTE KauecTBO JAUarHOCTUKH
TsKecTH AaTOJIOrMYEecKoro Mpolecca, JOKalW30BaHHOTO B pecripaTopHOH
cHUcTeMe, 3@ CUeT COKpallleHHsl KOIu4ecTBa JI0KHOOTPHUIIATENIbHBIX Pe3yJbTaTOB
JHCeIeNOBAHUA, JTO JenaeT BO3MOXKHBIM KOJIMYECTBEHHYIO OLIEHKY CTEIIeHN
BeHTW/IALHOHHON HEeIOCTAaTOYHOCTH Yy JeTeH, He CroCOOHBIX K IPOBEICHHIO

CIIMPOMETPHH B CHITY BO3pacTa.

3HaYMMOCTH JUIsi HAYKH H TPAKTHYECKOH AesTe/lbHOCTH N0JIy4eHHBIX
coHcKaTeIeM pe3y/ibTaToB

[Tony4eHHble aBTOPOM pe3yJbTaThl HMEIOT onpeieIeHHYI0 3HaYUMOCTh 114
HAyKM W TPAKTHYECKOro — 3ApaBOOXPAHEHHA. VcTaHOBJIEHa  BO3MOXKHOCTD
[IPAKTHYEeCKOro MPUMEHEHHs MeTOId KOMTbIOTepHOH GpOHXO(QOHOrpaduu L

IMArHOCTHKHA BEHTHJISLHOHHBIX HapyiieHuil y nereil ¢ MyKOBHCLHIO3OM MJazuie



5
6 mer. OnpeaeneHsl COCTOSHUS, AaCCOUMMPOBAHHBIC  C MaTOJIOrHYECKUM
MOBBILIEHHEM OCHOBHBIX TMoOKasaTenell Merona. PaspaboTan HHHOBALIMOHHBIH
MOJXON K HMHTEpIpETallui pe3ylbTaTOB KOMITLIOTEPHOH 6ponxogpoHorpadun B
BBICOKOY4CTOTHOM YacTH aKyCTHYECKOro CIeKTpa. DTO MO3BOJIAET OLCHHBATH
spKecTh BeHTWIANMOHHBIX HApyIIeHuW#l y JeTeil mmaaue 6 Jer, OONBHBIX
MyKOBHCIIH/IO30M, H HCKJIFOUAeT IONyueHHe JOKHOOTPHLATENbHBIX pe3yiabTaToB
MCCIIeI0BaHMS Y TSKEIBIX MalueHTOB.

Tonyuennsle Kupumuo# M.A. pesynpTaThl aKTyajibHBl H MOTYT OBITH
MCITONB30BAHBl B yueOHOM Iporecce Ha Kapeapax MeAHAaTPHH, a TakKe B
MPaKTHUYeCKOW  JCSTeJIBHOCTH Bpaueif,  OKas3bIBAIOLIMX  MCPBHYHYIO  H

CIIeUATU3UPOBAHHY IO MMOMOIIb ACTAM, 00JIbHBIM MYKOBHCIHI030M.

CBs3b BbINOJHEHHOi paboThl ¢ NJIaHAMH COOTBETCTBYIOLIHX oTpac/ieil HayKH
¥ HAPOHOr0 X035lCTBA
Juccepraums  Kupuwmnonn M.A. Ha  Temy «KnnHuKo-QyHKLMOHATbHAA
XapaKkTepPUCTHKA OpraHoB [bIXaHUS Y netei, OOJNBHBIX MYKOBHCLIHAO30M
apnsteTcs GparMeHTOM KOMILIEKCHOH MUHULMATHBHON Hay4YHO-HCCIIe0BATEIbCKOH
pabots! «Pa3zpaboTKa HOBBIX POTPAMM H TeXHOJIOMUHM CHM)KEHUS MOTEPh 310POBbS
JeTCKOTO HaceleHHs», NpOBOAMMOro Ha Kadenpe rOCIIUTAIBHON [eIHaTpUU
OMCKOr0 rocyAapCTBeHHOIO MEIMLIUHCKOT0 yHUBEPCUTETA.

[IpoBeneHne HcclenoBaHMs —ONOOpeHO Ha  3acejaHnH JIoKabHOTO
THYECKOro kKoMuTeTa OMCKOTO roCyIapCTBEHHOTO MEIHIMHCKOrO yHHBEPCUTETA

(mpotokosn Ne 58 ot 14.11.2013).

Cremnenb 000CHOBAHHOCTH H J0CTOBEPHOCTH HAYUHBIX MOJI0KEHHH, BbIBOAOB
M 3aKJII0YeHHH JHcCepTALlHH

JIOCTOBEpHOCTh ~ HAy4YHBIX  PE3Y/IbTAaTOB o00oCHOBaHa  BBICOKHM
METOIMYECKUM YPOBHEM M JIOCTATOYHBIM 00beMOM MalMeHTOB (48 npeteit ¢
MyKOBHCIIHI030M U 91 peGeHOK rpyIibl KOHTPOIIS, COOTBETCTBYIONIHE KPHTEPHAM

BKIJTFOYEHHUSM ¥ UCKITIOYEHHUS).
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HeoOX0aUMO OTMETHUTh pPALIMOHANBHBIM BbIOOP AM3aMHA HCCIICAOBaHMUS.
Penpe3eHTaTHBHOCTL paclpesiefieHus KIMHAYECKOro Marepuala IO IpyInam
npeacraBieHa. Uucno OONBHBIX MOCTATOYHO VISl MOJNy4YeHHs JOCTOBEPHBIX
pe3yibTaToB M OOOCHOBaHHBIX BBIBOJOB. [lpu aHamM3e MOTYYEHHBIX JaHHBIX
JMCCePTaHTOM HCIIONB30BaHbl aJIeKBaTHbIe CTAaTUCTHYECKHE METOIBl C y4eTOM
TUNA paclpejieieHns MepeMeHHbIX. Bce 3T0 MO3BOJUIO TONYYNTh Pe3ylbTaThl,
JIOCTOBEPHOCTH KOTOPBIX HEe BbI3bIBAeT COMHEHWH. BpiBOJBI AnccepTalyiy,
c(OpMyIHPOBAHHBIE aBTOPOM, HCXOAAT W3 CyllecTBa paboThl, yOeAUTElNBHEI,

COOTBETCTBYIOT 3a/layaM, UMCHOT HAYIHYIO HOBHU3HY H NPaKTUIECKYHO 3HA9UMOCTh.

CTpykTypa u cofepkaHue padoTbl

Jluccepraums M3jI0KeHa B Kiacchdeckodl ¢opme Ha 180 mcrax
MAIIHHOIUCHOIO TEKCTA M COCTOMT W3 BBEEHMs, 0030pa IMTEpaTyphl, OTUCAHHS
MaTepHanoB U METOJOB, Pe3y/bTaToB COOCTBEHHBIX MCCNENOBAHHUH, 0OCYKAEHHS
NONYYeHHLIX  pPe3yjabTaTOB M 3aKIIOYEHHUs,  BBIBOJOB,  IPAKTHYECKMX
peKOMEH/Iallii, CIIUCKa JIMTepaTyphl, BKIIOYAIONIero 295 UCTOYHHKOB, U3 HUX 86
oTeuecTBeHHBIX U 209 3apybexHbIX aBTOpoB. Pabora wumoctprposana 40
tTabnuuamMu U 36 pUCyHKaMH.

Bo BBeneHUM O0OOCHOBaHa aKTyaJlbHOCTH TeMbl, COPMUpOBAHA LElb U
3a/1a4M MCCIIENOBaHMs, PACKpbiTa Hay4YHasi HOBU3HA, MPAKTHYECKas 3HAYUMOCTh U
OCHOBHBIE MOJIOKEHUS, BBIHOCHMBIE HA 3AlllUTY, IpeAcTaBleHa HHpopMmalus 00
anpobanui  pabOTEl W BHENPEHMM pe3ylbTaTOB J@HHOTO HCCIENOBaHUS B
KIMHUYECKYIO TNPAKTUKY. 3agadd HCCIeOBAHMS COOTBETCTBYIOT MOCTABICHHOH
aBTOpOM Liesu. JIMYHbIM BKIaa aBTOpa B HCCIIEI0OBAHHH BECOM.

[lepsass rnaBa TMOCBSINEHA aHANH3y OTEUECTBEHHOH U 3apyOexHOU
MeIMIMHCKON TMTEpaTyphl [10 TeMe JHCCePTallMOHHOro uccieoBanus. Msnoxena
MCTOpUS. M3YYEeHUS MYKOBUCIMI03a, 00CYX/IeHbl OCHOBHbIE JTallbl CTAHOBJICHUS
IMArHOCTUYECKUX TOJAXO0J0B K BBIABIEHHIO 3a0oneBaHus. bosbmioe BHHMaHHE
yIeJIeHO BOIMPOCaM ITHOJOTMH MYKOBHMCIHM/103d, AETATbHO MNPOAHAM3HPOBaHbI

JlaHHble O CBS3M KiaccoB MyTtauuid reHa CFTR Y TSKeCTH TOpaXKeHHWs OpraHoB
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neixanus. [ToapoGHO paccMoTpeH natoreHes 3a0oneBaHMA, OTMEYEHbI (AaKTOpBbI,
OKa3bIBAIOLIME HENOCPEICTBEHHOE BIMsSHME HA INPOrPECCHPOBAHHME bIXATEbHOM
HEJ0CTaTO4YHOCTH pu MYKOBHCLU03€. PaccMoTpeHbI OCHOBHbIE
WHCTPYMEHTAIbHbIE METOIbl 00CJIeIOBaHHA, MO3BOJIAIOIIHE OLEHUTh CTENCHb
[1opa<eHHsi OPraHoOB [AbIXaHHA Y AeTel ¢ MyKOBHUCLIHIO30M.

B COOTBETCTBMH ¢ LElbl0  pelieH3upyeMoit  pabGoThl  moApoOHO
NIPOAHANTU3UPOBAHE  MHOTOYHCIIEHHBIE ~ OTEUECTBEHHbIE M 3apyOexHble
MyOIUKalyi, MOCBAIIEHHBIX KIHHUYECKOH M (YHKIMOHAIBHOW XapaKTepHCTHKE
OpraHoB AbIXaHUs y eTel ¢ MyKOBHCLHIO30M.

B 00630pe simrepaTypbl aBTOpoM 0003HaueH Kpyr MpodjieM HepeuleHHbBIX
BOIIPOCOB M MpodIeM, KOTOpble [OKHBI ObITh PELICHBI M YacTHYHO HalUIX
OTpaXKeHHe B MOCJTEIYIOIIUX I1aBaX. B 1enoMm, HaHHOW I71aBOH aBTOp JA0Ka3al
CBOK  CIOCOOHOCT  KPWUTHYECKH  OLEHMBaTh  HMMEIOMIMECs  [aHHBIE,
OPHEHTMPOBATBCS B MX MHOroo6pasMH H IPOTHBOPEYMBOCTH, 00OCHOBaN
aKTYaJIbHOCTE IVIAHUPYEMOI'O MCC/IEeI0BaHMS.

Bo BTOpoii rmaBe aBTOPOM MpeACTaBIeHBl MaTepualibl U METOJibl
Mcce0BaHMs. ABTOPOM OITMCAHBI ITAMBI ITPOBEeHUsT HAyYHOH paboThl, IPYIIIEI
oOcrnesyeMbIX  HeTeil, KpPUTEpHH BKIIOYEHHMs U MCKIoveHus. JluccepTaHT
MCYEPIIbIBAIOIE OXapaKTepu30Bajl MCCIeNyeMble TPYIIbl W ONucal METOIMKH,
HCITOJIb3yeMble B paboTe. ['pynibl pecrnoH1eHTOB KOJIHYECTBEHHO ¥ KaueCTBEHHO
COMOCTaBUMBI. BOIBIIMHCTBO HCC/IEI0BaHHI BBIITOJHEHB! JUUHO aBTOpOM. JlaHHas
pabora omoOpena otuyeckuM KomureroM. Crarucruyeckas —obpaborka
MOJIyYEHHBIX JAHHBIX IPOBEIEHAa C MCMOJB30BAHUEM COBPEMEHHBIX METOJHK.
MOXHO KOHCTATHpOBaTh, 4YTO HCIOJIB30BAHHBIE METOAbl  HCCJIEIOBAaHHH
COOTBETCTBYIOT LIeJIH H 3aJauaM paboThl.

B rpeTheil riiaBe MPUBOAUTCS KIMHUKO-(QYHKIIMOHAIbHAS XapaKTEPUCTHUKA
COCTOSIHUSI OPraHOB JbIXaHMsl y AeTeil, 00IbHbIX MYKOBHCUHUI030M, B CPAaBHEHHH C
UX 370pOBBIMH CBEPCTHHKaMu. OTMEUYeHO, 4YTO y HeTeH NepBbIX 6 JIeT JKU3HH
noxkasareaud (QYHKIUHM BHELIHEro IbIXaHWs, OLIEHEHHBIE METOLOM KOMIIBIOTEPHOM

opouxodonorpaduy, HaxoaATCs B Ipelenax HOPMalbHBIX 3HA4YeHUH B
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AWaria3s0Hax HHU3KUX M BBICOKHX YacTOT, OTPAKAIOIMUX MPOXOAUMOCTH BEPXHUX U
HIWKHUX JBIXaTeNbHBIX NyTeH, ¥ HE MMEIOT 3HAYMMbBIX OTIMYHMM OT TPyl
KOHTpons. OIHAKO YCTAHOBJEHO, YTO IPH MYKOBHCLHMAO3€ pErHCTPHPYETCs
HECKOJIBKO Gojlee MHTeHCHBHbIA aKyCTHYECKHH KOMIOHEHT paboThl AbIXAHHS B
AnanasoHe CpPelHHX YacTOT, YeM Y 3J0POBBIX CBEPCTHUKOB, KOTODPBIH OTpaXkaer
HaJlM4ue BO3MOKHOrO OOTYPallMOHHOTO KOMITOHEHTa OpOHX000CTPYKTUBHOTO
cuHapoma. Cpenu mauWeHTOB cTapmie 6 JIeT 3aperdcTPUPOBAHBI BBIPAKEHHBIE
OTKJIOHEHHs (DYHKIIMM BHELIHETO JABIXaHUs y OOJBHBIX MYKOBHUCLH/I030M KaK I10
JlaHHBIM CIIMPOMETPHH, TaK U [0 JTaHHBIM KOMIIBIOTEPHOH OpoHXO0(oHOrpaduu.

YCTaHOBJICHbI IOKa3aTeld, M3MEHEHHSI KOTOPhIX MOrYT HaGmromarthes y
OOJBHBIX MYKOBHCLIHZO30M [eTell, M COCTOAHMS, aCCOLMHPOBAHHBIE C HX
MaTOJOrHYECKMM  MoBbIlIeHHEM. (OTMedeHO, 4YTO  OOCTPYKUMS  BEPXHHX
JBIXAaTeNBHBIX MYTeH COMPOBOXKAAETCS YBEIHUEHHEM AKYCTHYECKOr0 KOMIIOHEHTa
JbIXaHHs B HU3KOYACTOTHOM auanasoHe 6onee 100 mMx/lx, a 06CTPYKIMA HUKHUX
AbIXaTe/bHBIX TYTEH - IOBBILIEHHEM aKyCTHYECKOr0 KOMIIOHEHTA [BIXaHUS B
BBICOKOYACTOTHOM JuanasoHe csepx 0,2 MxJ[x.

HetBepTasi ri1aBa MOCBALIEHA H3yYCHHIO 3HAYUMOCTH OT/ETBHBIX (haKTOPOB,
OKa3bIBAIOLINX MOTEHLUAIbHOE BIMAHHE HA COCTOSHHE PECITHPATOPHON (YHKLHHU
y AeTei ¢ MyKOBHCIHI030M. M3ydanuch KIMHUKO-(yHKIMOHAIBHBIE OCOOEHHOCTH
TedeHus 3a00JIeBaHMA B 3aBUCHMOCTH OT Kiacca MyTauuiit CFTR 1 nosna 60IbHBIX,
a TaKKe Xapakrepa MUKpO(DIOpbl AbIXaTeIbHbIX ITyTeH.

AHalu3 KIMHHYECKHX OCOGEHHOCTeH TeueHMs 3a0ojieBaHMS W JaHHBIX
YHKUHOHAIBHOTO O0GCIIeNI0BAHHS [103BOJMI YCTAHOBHTH, YTO BBIPAKECHHOCTD
BEHTH/IAIMOHHBIX HApYLIEHWH y JeTelf B 3aBHCHMOCTH OT reHOTHNa (Kiacca
mytauuii CFTR), He MMena 3HAUNMBIX OTIMYUH MeX/Iy IpyNnaMu KaK y GOIbHBIX
Manme 6 JIeT, Tak ¥ y MAlMeHTOB crapiue 6 jeT. B To ke BpeMms reHoTun
«vmytauus CFTR 1 xnace / mytauus CFTR 11 xnace» accolUUpOBaIcs ¢ GOIBIIMM
OTHOCHTEJIbHBIM PHCKOM Pa3sBUTHA OPOHXOIKTA30B B CTApIIEM BO3pacTe.

He ycTaHOBIEHO CTaTHCTHYECKM 3HAUMMBIX OTJIMYMH B [I0KA3aTeNsx

(byHKIMM BHELUHETO [BIXaHUsA K CTPYKTYPHOTO COCTOSIHUS JIETKHX Y AeTeil epBbiX
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6 N1eT KU3HK B 3aBUCHUMOCTH OT noJia. Cpely ManueHToB cTapiue 6 JeT OTMEYEHO,
YTO y J€BOYEK PErMCTPUPOBATHCH OoNee HU3KHE BEIMYHMHbBI KHU3HEHHOW CMKOCTH
JIerKUX [IPU COMOCTABMMBIX C MaJb4HKaMH pe3yabTaTaX KOMIIBIOTEPHOM
OpouxodoHorpaduu, a INpH aHaIU3Ee PE3yJIbTAaTOB PEHTICHOIOrHYeCcKoro
of6cse10BaHUs YCTAHOBIEH OoJiee BBICOKUI OTHOCUTENBbHBIH PHCK (OPMHUPOBAHUS
sMpu3eMsl JIerkux, MHeBMo(GuOpo3a, OPOHX0IKTA30B U OOHAPYKEHHMs MPU3HAKOB
GPOHXMOJIHUTA Y JHMII KEHCKOTO Moia. ABTOPOM IPEIINOI0KEHO, YTO M0J00HbIe
pe3yJbTaThl MOITM OBITH ONOCPELOBaHBl JEHCTBHEM IIOJOBBIX TOPMOHOB, YTO
CO3ZaeT 3ael Ul NPOJOKEH s HayYHbIX UCCIeOBAaHUH 110 NaHHOMH Ipobieme.

[IpoBeseH aHaaW3 BIMAHMA MHUKPOQJIOPHI PECHMPATOPHOTO TpaKTa Ha
COCTOSIHMS OpraHOB [bIXaHWs OOJIBHBIX MYKOBHCIHAO30M Jeted. OrTMedeHo
HaJIM4he BBIPAKEHHOM OOCTPYKIMKM HUKHHUX ABIXaTeJIbHBIX MyTeH y ABYX AETEH
MepBLIX 6 €T KH3HK ¢ XpoHHYecKod uHpexuuerr Pseudomonas aeruginosa. B
JAHHOW TpyIIe TSHKeCTh BEeHTU/SLHUOHHBIX HapylIeHUH ObLla 3HAaYMMO BEILIE B
COIOCTABIEHUHM C OONBHBIME, UMEBIIMMHU CTATYC «CBOOOIHBIX» OT CHHErHOWHOM
uHbeknuu. B cBOKO ouepens, y MAalHEHTOB CTApIIEro BO3pacTa ¢ XPOHHYECKOM
CUHerHoiHoM  uHbexkuuedl  HaOMIODATMCh  BbIPAXKEHHBbIE  OOCTPYKTHBHEIE
W3MEHEHUs 110 JaHHBIM CIHUPOMeTpUH. AHalu3 TNATTEPHOB [bIXaHUS B
3aBHCHMOCTH OT MHKPOOHOJIOTHYECKOTO CTaTyca OOJIbHBIX HE BBISBHII 3HAYUMBIX
OTIMYMH B BEIUYHMHAX AaKyCTUYECKHX KOMIIOHEHTOB paboThl [IbIXaHHsi B
JMana3oHax HU3KUX, CPEJIHUX M BBICOKMX HAacCTOT MEXK/y I'pPylIlaMu, B TOM YHCIIE
3@ CHET ralleHHs 3BYKOBBIX CHTHAJIOB B YCIOBHAX BbIPaXKEHHOTO MyKOCTa3a.

B nsAToH riaBe s YCTAHOBJICHWS B3aMMOCBA3€H MEXy OCHOBHBIMH
IOKa3aTelsaMH KOMIbIOTepHON Opouxodonorpabuu U crupoMmeTpuud  ObLl
MpPOBE/IeH CPaBHUTEJbHBIM aHalW3 IIaTTEPHOB NBIXaHHWS M CIHUPOrpamMMm y AeTer
crapire 6 JeT B 3aBHCHMOCTH OT CTETIeHH TSKECTH OpOHXHAIbHOH OOCTPYKLMH.
YcTaHoBlIEHO, 9T0 00beM (JOPCHPOBAHHOIO BHIIOXA 3a TMepBy0 cekyHay (% ot
HOpMBI) siByisieTcs Haubojee paHHUM MapKepoM BEHTUWIALMOHHBIX HapyIlICHWH.
YyBCTBUTETBHOCTS  KOMIIBIOTEPHONW  OpoHXo(oHorpaduu B JHATHOCTHKE

OpOHXMAIBHOM OOCTPYKIMHU TTPH MyKOBHCLIM/I03€ ONpeesieHa Ha yposHe 68,75%.
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JlokasaHo HanWuMe CHITBHOM OTPULATEIIBHOH KOPPEJSIITAOHHON CBSI3H
MEXKIY NaHHBIM TApamMeTpOM H aKyCTHYECKMM KOMITOHEHTOM paGoThl JbIXAHHS B
AUaNasOHe BBICOKUX 4acTOT (MKJK). JlOMONHMTENBHO YCTAHOBIEHO HANHYME
KOPPeNALHOHHON CBSA3H MeXAy 00BeMOM (DOPCHPOBAHHOIO BBIIOXA 32 [EPBYIO
CeKyHIYy (%0 OT HOPMBI), aKyCTHYECKMM KOMIOHEHTOM paboTel JBIXaHHUSA B
AHanasoHe BBICOKHX 4acToT (MK/[K) M KIMHMYECKHMM COCTOSHHEM OOJBHOIO
(Gannbl mkansl [Baxmana-Bpacdmnga B moupuxanuu C. B. Paunnckoro u H. Y.
Kanpanosa). Ha ocHOBaHMM ycTaHOBIEHHBIX B3aMMOCBs3eii paspaboraH croco0,
MO3BOJISIOUIMH POrHO3MPOBATE BETHUMHY 0ObeMa (OPCHPOBAHHOTO BBIIOXA 34
NEPBYIO CeKyHIy (Yo OT HOPMBI) y GONBHEIX MEPBBIX 6 JIET JKU3HH, UCXONS W3
3HAYEHUH aKyCTUYECKOTO KOMIIOHEHTA paboThl ABIXAHHS B IHANA30HE BHICOKHX
4acToT (MK/DK) B KIMHHYECKOTO COCTOSHUS GOTBHOrO (Gayuner mikane! I1IBaxmana-
bpacunna B Mogudukanun C. B. Paunnckoro u H. Y. Kanpanoga).

Tpu knMHMYecKMX mpuMepa HArJSIHO WUTHOCTPUPYIOT JUArHOCTHYECKHE
BO3MOXHOCTH  Pa3pabOTAHHOTO CIOCO0a OLEHKM TSKECTH BEeHTHJISIHOHHBIX
HapylIeHHH.

B sakmouenun aBrOp KpHTHUEcKH MPOAHAIM3UPOBAN IOJIYYEHHYIO B
HCCTICN0BaHUH Hay4Hyl0 HH(OpMauuio. B menoM nanHoe o6CyKIeHHe, BKI0Yas
INCKYCCHOHHBIC BOTIPOCBI, OTPAKAET Te Pe3y.IbTaThl, KOTOPbie GbLIM HOIYYEHH B
XOZe IpOBe/IeHHOro Hccnenosanus. Ilo nroram nammoro obcyskaeHns aBTopoM
OBLIH CHOPMYIMPOBAHBI BEIBO/B U NPAKTHYECKHE PEKOMEHIAIHH.

BeiBogbl  nuccepramuu - yGenurtensHo apryMeHTHUPOBAHBI,  JIOTMYHO
000CHOBaHbI Pe3y.IbTATAMH COOCTBEHHBIX HCCIIEIOBAHHIA,

B uesom, mmccepraims sBasercss KadecTBEHHO 0(pOpPMIIEHHBIM Hay4YHBIM
TpyaoMm. Tekcr agucceprauuu  u aBropedepara  M3JI0KEH IPAMOTHBIM
JTEPATYPHBIM S3bIKOM. Jluccepraums u aBropedepaT BBINOIHEHBI B EIHHOM
CTHJIE,

Ilo maTepnanam nucceprauronHON paGoTsI ony0nuKoBaHO 24 Hay4yHble

paboTsl B LEHTPaNbHON U MeCTHOI mevaru, U3 HEX 4 CTAaThH B peLeH3UpYEMBIX
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Hay4yHbIX KypHajnax u3 mepedyHs BAK P®, 1 mareHT m | CBHAETENBCTBO O
rOCyIapCTBEHHOMN perucTpauuu rnporpaMmel s SBM.
Hucceprauuonnas pabora Kupmmuoit W.A. sBisercs 3aKOHYEHHBIM
Hay4HBIM TPYIOM, B KOTOPOM IOJHOCTBEO JOCTHIHYTBI ITOCTaBJIEHHBIE Li€jb H

3aJa4Hd HCC/IeJOBaHHA.

PexomeHnaauuu N0  HCNOJb30BAHHIKO  Pe3YJbTATOB H  BBIBOJOB
AHCCePTALHOHHONH paboThl

Pesynprarel auccepranuu U cOpMyIMPOBAHHBIE Ha UX OCHOBE BBIBOABI U
NPaKTHYECKHEe PEKOMEHIAIMM MOI'YT ObITh HCIIOJB30BaHBI B paboTe jeueOHBIX
YUpeKICHHH, OKa3pIBAIOIIKX MEPBUYHYIO U CIELUATH3UPOBAHHYIO MeIUIIMHCKYIO
nomos O0JIbHBIM MYKOBHCLHJ030M JETsM, a TaKKe B y4eOHOM mpolecce H

Hay4HO-HCCIIeI0BATENbCKON paboTe kadeap neauaTpuueckux haxKyibTeToB.

3ameuanus k paGore

CylecTBeHHBIX M NPUHLUHNHAIBHBIX 3aMeYaHMil 10 JAMCCepTALHOHHOMN
pabore Kupmmnoit M.A. Her. PaGora MMeeT 10CTATOYHO [JOCTOMHCTE, KOTOpBbIE
OTMEeYeHBbI BEIIIE.

Bonpocs! k nuccepraHTy:

1. iMerorcs nm mokaszanus st nposenenuss KBOIT y nereit crapiue 6 ner,
HE3aBUCHMO OT BO3MOKHOCTH BBINOJIHUTE CIIUPOMETPHIO?

2. Ectp M nMTeparypHble NaHHBIE W WCIIOAB30BaiuM M Bbl KBDI mns
OLCHKH  THINEPPEaKTUBHOCTH  [IbIXaTeAbHBIX  IIyTed W  peakuud  Ha

OpoHxoauIaTaTopsl?

3AKJITIOYEHHUE
Hucceprauus Kupunoit Upunsl AsekceeBHsl Ha Temy: «KimuHuKo-
(DYHKLHOHANBHAS XapaKTepUCTHKAa OpraHoB MBIXAaHHSA Y JeTell, GOJBHBIX
MYKOBHCLH030M», TIPEICTaBlIeHHass K 3allUTe Ha COMCKaHWe YYEHOH CTeleHH

KaHOugaTa MENMLUMHCKMX Hayk Mo crenuansHoctd 14.01.08 — nepumarpus,
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ABJISIETCS 3aKOHYEHHOM Hay4dHO-KBaJM(PUKALUMOHHONH paboToH, B KOTOpOH
CONCPKHUTCA pCILUCHHE aKTyalbHOH 3aJa4H, HanpaBlIeHHOW Ha yJydlIeHHe
JUArHOCTUKH TAKECTH MOPaKeHUs OpraHoB ABIXaHHUA Y JeTel ¢ MyKOBHCIMI030M
miaauie 6 ner.

[To cBoeit akTyanbHOCTH, HAay4YHOM HOBHM3HEe, O0OBEMY BbINOJIHEHHBIX
UCCJIeIOBAaHMM M TPAKTUYECKOM 3HAYMMOCTH IIOJYYEHHBIX pe3yJIbTaTOB
npejacTaBieHHas paboTa cooTBeTcTBYeT TpeboBaHuAM 11.9 «llonoxenus o nopsaxe
NPUCYKIEHUS Yy4YeHBIX cTereHei», oT 24.09.2013 r. Ne 842 (¢ u3MeHEHHSIMH OT
01.10.2018r.,Ne1168),  yrBepxkuaeHHoro  Ilocranosiennem  IlpaButenscTBa
Poccuiickoii @enepaiiy NpeAbsABIsAEMbIM K JUCCEPTALMAM HA COMCKAHUE YYCHOMH
CTENEeHW KaHAHJaTa HayK, a €e aBTOp JOCTOUH MPUCYKIEHUS HCKOMOH Y4EeHOH
creneHy 1o crnenuansHocTu: 14.01.08 — neguatpus.

Ot13biB OOCy)€H M O400peH Ha 3acelaHud OTAejla TepareBTUYECKON
[IYJIbMOHOJIOI'HH HUN MyJIbMOHOJIOI'MH HAYYHO-KIIHHHYECKOTO
uccrenonarenbckoro nenrpa PI'bOY BO «ICTI6I'MY um. akan. W.I1.ITaBnosax

Munzapasa Poccun, mpotokona Ne 5 or 16.05.2019 rona.

Benyuiuit Hay4YHbIi COTPYAHUK OT/IENa

TEPaneBTHYECKON I1yJIbMOHOIOI MU

HWHW nynsmoHosorud HayyHo-KIMHUYECKUH

UCClIe0BaTeIbCKUM LIGHTP

®I'BOY BO «IICIToI'MY mm. U.I1.ITaBnoBax

Mun3zzapasa Poccun, )

JOKTOpP MEAMUMHCKHX HAyK N 7t e boiiuosa Esrenus BukropoeHa

Anpec: 197022, Cauxr-ITetepOypr, yn. JI.Toncroro, a. 6-8
Tenedon: 8(812) 338-78-95, info@1spbgmu.ru
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