OT3b1B
O(pHIMAJBHOIO ONMOHEHTA JOKTOPAa MEAMIHHCKHX HAYK,

npogeccopa CxaukoBoH Maprapurbl AJIeKCAHAPOBHbI Ha

auccepraunoHuyio padory Kupmunoii Upunbl AjlekceeBHbBI
«KInHHKO-QYHKIHOHAIbHAS XaPAKTEPHCTHKA OPraHOB AbIXaAHHA Y
nerei, 60JLHBIX MYKOBHCIHA030M», NPEACTABJICHHYIO HA CONCKAHHE

Y4€HOH CTEeNeHH KAaHAHAATA MEAHMUHUHCKHX HAYK
no cnenuaabHOCTH 14.01.08- negnaTpusn.

AKTYaJbHOCTHL NPO0eMbl

MyxkoBucuuaos (MB) — 310 mynbTHCHCTEMHOE 3ab0/eBaHUE, MOpaKarolIee
NBIXaTENbHBIE TYTH, JKENyJIOYHO-KMIIEYHBIH TPAKT, TNEYeHb, MOMKENYNOIHYIO
XKeJe3y, CIIOHHBIC, IOTOBBIE KEJIE3bl, PENPOAYKTHBHYX cuctemy. [Ipu sTOM
NaroJiorusi JABIXaTENbHbIX IyTEH SABJIETCS TJ1aBHOM NPUYMHON OCJIOXHEHHUH U
neranpHocTy (Oosee yemM B 90% cmyuaeB) mpu Mykosucnmpose. Ilopaxkenue
OpOHXOJIErOYHOM CHUCTEMBI BCJIECJICTBHE HAKOIUIEHHS BS3KOTO HMHQUIMPOBAHHOIO
CEeKpEeTa, BBI3BIBAIOUIEr0 OOCTPYKIMIO M .BBIPRXKEHHYIO BOCHAIUTENbHYIO PEaKLUIO
BEJIET K MOBPEX/ICHHIO JIBIXATEIbHBIX MyTel U HEYKJIOHHOMY YXyAIEHHIO QyHKIHH
JIETKUX U, B KOHEYHOM UTOT€, K IbIXaTEIbHOW HEJOCTATOYHOCTH.

B3pocnenne OGonbHOro MB cONpoBOXKIAETCA CHHIKEHHEM PECIMPATOPHOM
(yHKOMH, CMEHOW MHKPOQIIOpHI JBIXAaTEBHBIX IyTel Ha Oojiee arpeccHUBHYIO,
HApacTaHWeM 4YacTOThl OCJIO)KHEHHMH CO CTOPOHBI OpraHOB JbIXaHUA U
" nueBapeHus. Mcxois M3 3TOro, BO3HUKAET HEOOXOAMMOCTH IOCTOSHHOTO
MOHHUTOpUHIa PYHKLMK BHEIIHETO AbIXaHusA y BceX OonbHBIX MB, HE3aBUCUMO OT
BO3pacTa. «30JIOTBIM CTaHJApPTOM» B HACTOSIIEE BpPEMs SABJISETCS CIHPOMETPHS.
OnHako MPOBEJEHHE CNMPOMETPUM y JIETEH CTAHOBHTCS BO3MOXHBIM TOJIBKO Y
nauuMeHToB crapwe 6 JserHero Bospacra. [IpoGsieMy no3BojsieT pemuThb
komnbroTepHass Oponxodonorpagus (Kb®PI'). B ocHOBe uccnemoBaHus NEXUT
perucTpauus 3BYKOBBIX (PEHOMEHOB, BO3HMKAIOMUX IMPH CIIOKOHHOM JBIXaHUH, C
NOCJIEAYIONIUM MPOBEJIEHUEM KOMIBIOTEPHOTO aHaIM3a U 00pabOTKH YaCTOTHBIX U
BPEMEHHBIX XapaKTEPUCTHK CIEKTPa 3TUX IIyMOB. MeTo XOpOoImo 3apeKOMEHI0BAT
cebs B JMArHOCTHKE CKPBHITOH OpOHXMANBHOM OOCTPYKUMH IpH OCTPHIX H

XPOHHYECCKHX 3a00JIeBaHMAX OpraHoB JAbIXaHHA.



C nomomeio Kb®I' ycTtaHOBIIEHO, YTO aKyCTHYECKHE XapaKTEPUCTHKH JbIXaHUs
npuy MB wumeror cBoum ocobennoctu. Y 30% nereir, OonpHBRIX MB,
PETUCTPUPYIOTCS HapylleHUss OpPOHXHMANbHOM NPOXOAUMOCTH NPU OTCYTCTBHUHU
BBIPa)KEHHBIX KIIMHUYECKUX NPOSBICHUN HOPaXCHHUs OPraHOB JBIXaHHS.
YcraHoBneHa BBICOKas 4YyBCTBHTENBHOCTh M cnenu¢puunocte KBOI' B
BbIIB/ICHUH BEHTUIALUMOHHBIX HAPYLICHHH NPH pa3iIMYHBIX 3a00/1€BaHAAX OPraHOB
NbIXaHUS, OJHAKO €ro JUAarHOCTHYECKHUE BO3MOXKHOCTH NpPHU MYKOBHCUHMAO3E Y
nered TpeOyroT yriyOlneHHOro usyuyeHus. B uyacTHOCTH, mpu o0OCIenoBaHUHU
TSDKENBIX ~ TALMEHTOB  TOJYYEHbl. NPOTUBOPEYMBBIE  CBEACHHA 00
uHGopmaTuBHOCTH MeTona. OTMEdYeHO, 4YTO NpH TsKEIOM TedeHueM MB
nokasarenu KB®I' B BBICOKOYACTOTHOM [Juarna3OHE HAXOAATCA B Ipenaenax
HOPMAJIbHBIX 3HAYE€HUH, YTO MOXKET OBITH CIEICTBUEM BEIPAKEHHOM AedopManuu
OpOHXOB, MyKOCTa3a ¥ «Tall€Hus» 3BYKOBBIX (peHOMEHOB. ClienyeT Noq4epKHyTh,
yTo Hcnonb3oBanue KbOI™ aBisieTcss A0CTaTOYHO NMEPCIEKTUBHEIM I BEIIBICHHUS
OpOHXOOOCTPYKTUBHOTO CHHAPOMA Y JETEH paHHETO BO3pacTa, crpaaaromux MB.
C yd4eToM BBIIEU3T0KEHHOTO, AKTYAJIbHOCTh AMCCEPTAIMOHHOW paboThI
Kupminno#t WM.A. HeCOMHEHHa, a TMOCTaBJCHHbIE aBTOPOM LE€Nb M 3aJa4H

UCCJICEAOBAHHA 3HAYUMBI JJ14 HeIlHanH‘:leCKOﬁ HAYKH H IIPAKTHKH.

Crenenb 000CHOBAHHOCTH HAYUYHbIX MOJIOXKEHHH, BLIBOJAOB U PEKOMEHIALMI,

cpopMyJIMPOBAHHBIX B JHCCEPTALIH

Uccnenoanue NMpoBENECHO B COOTBETCTBUU C STHYECKHMH TPeOOBaHHAMM.
BeinosHeHo Ha  J0OCTaTOYHOM o0beMe Marepuaiia. KoMmiuiekc MeTooB
H(:Cﬂe,abBaHHa, BKJIIOYAKOIIKH KIMHHYECKUE, TEHETHYECKHE, HHCTPYMEHTANbHBIE H
WHHOBAaIlMOHHBIA METOJl KOMIBIOTEPHOM OpoHXorpaduu, TMO3BOJIMI aBTOPY
JOCTAaTOYHO IIyOOKo Hccaenosarh mnpoOieMy. JluccepranmoHHas pabora
COOTBETCTBYET AW3aiHYy OJHOMOMEHTHOI'O MCCIEJOBaHHUS METOAOM IOMNEPEYHOIro

cpesa.



O6BekTOM HccienoBanus BoIOpanHb! feTH B Bozpacte oT 0 jer 3 Mecaues 10
17 ner 11 MecsaLEeB ¢ YCTAaHOBJIEHHBIM JUarH030M «MYyKOBHCLHM03», COCTOSIBLIIHE
Ha'nucnaﬂcepuom yuere B O0OnacTHol aerckoi KiMHH4ecKo# OonpHuLE (T.OMCK),
Bcero 48 uyenoek. ['pyniy KOHTpoisi CGOPMHPOBAIIN U3 YCIOBHO-340POBBIX JETEH
(91 pebeHok), COMOCTaBUMBIX C OCHOBHOW TpynmoW MO BO3pacTy U TMONdY.
IManuenTs 060MX rpynn ObUIHM pa3iesieHbl Ha MOATPYIIIEI C Y4€TOM BO3pacTa: 1o 6
ner u 6-17 ner (Bcero 4 mnoarpynmnbi). Y OONbHBIX MYKOBHCLHAO30M B
jnanbHeiieM Obula rpoBejieHa yruyOJieHHass OLEHKa COCTOSHHS (QyHKUIMH
BHEIIHErO JIBIXaHHs TIOCPEACTBOM COBPEMEHHBLIX METOJAOB J1abOpaTopHO H
(OYHKIMOHAIBHOM TMAarHOCTHKH.

ITonyyenHble naHHbie 00pabOTaHBl C NOMOIIBIO AaJE€KBAaTHBIX METOIOB
Mcﬁﬂui_mcxoﬁ CTaTHCTHKH, BKJIK0YAs HEIMHEHHBIA PETPECCHOHHBIN aHAIW3.

ChopmyMpoBaHHBIE TIO  pe3yJbTaTaM MNPOBEACHHOTO  HCCIIENOBaHHUS
TMOJI0)KEHUA, BBIHOCHUMBIE HA 3alUUTY, BBIBOABI M IPEAJIOKEHHA, H3JI0KCHHBIE B
JMCCEPTALMH, JOTHYHO CBA3aHBl C LENBI0 M 3a7auyaMu paGoThl, BHITEKAIOT M3
KOMIUIEKCHOTO, TOJIHOLEHHOTO aHajiu3a MOJyYE€HHBIX MaTepUaJiOB M SABJISIOTCS
HayuHo o0O0ocHOBaHHbIMM. OO0 3TOM K€ CBHUIETEIBCTBYIOT aJEKBAaTHOCTH
MCTIOJIb30BAHHBIX JUISl PEUICHMs TMOCTaBJICHHBIX 3a/lad METOJWYECKUX MPUEMOB, a
TakOke KOpPpPEKTHas MHTEprpeTauusi MOJYyYEHHBIX [aHHBIX C HCHOJIB30BAHUEM

COBPEMEHHBIX METOJIOB CTATUCTUYECKOTO M MATEMATUYECKOTO aHAJIHU3A.
JI0CTOBEpPHOCTb M HOBH3HA HAYYHBIX NMOJI0’KEHUH, BLIBOAOB H PeKOMEHAal M

JlocTOBEpHOCTh  MOJIyYEHHBIX  pe3y/JbTaTOB ¥  HAy4yHas  HOBHU3HA
JUCCEPTALMOHHOIO UCCIIEIOBAHU HECOMHEHHA.
B pe3ynbrare u3ydeHus ocoOEHHOCTEH (PYHKIMHM BHEIIHETO ABIXaHUs M0 JaHHBIM
KB®I y neteit ¢ MB B cpaBHEHMHE CO 3I0POBEIMH CBEPCTHHKAMH ObLjia BIEPBHIE
BBISIBJIEHA B3aMMOCBS3b KJIMHUYECKUX NposiBicHUA MB co cTopoHs!
pecnupaTopHo# cucteMsl ¢ nokasarensiMu Kb®I'. ABTOpoM BIEpBbIE

YCTAaHOBJIEHO HAJIM4YME CHIIBHOW OTPMLIATEIBLHON KOPPEIALMOHHON CBA3H MEXKIY



OCHOBHBIMHM MapKepaMu OpOHXHaJbHON OOCTPYKLMH MO JAHHBIM CIIUPOMETPUH H
KBoT".

Pa3paboTaH HHHOBALHOHHBIA CIIOCOO0 JMarHOCTHKH CTENCHH TSKECTH
BEHTW/ISLIMOHHBIX HApPYIICHUH, YYUTHIBAIOWMA (YHKIMOHAILHOE COCTOSIHUE
opraHoB ApixaHus 1no gaHHeiIM KB®I' (ypoBens APJI2) M KIMHMYECKHE JaHHEIE
(6amn no wkane llIBaxmana-bpacdunna).

bosbioi 06bEM BBIMOJIHEHHBIX WCCIIENOBAHWM, MPUMEHEHHE COBPEMEHHBIX
METOAMK 00C/Ie0BaHMsl M TILATENIbHAs MareMaThdeckas oOpaboTka moy4eHHBIX

JIaHHBIX 00€CIIEeYHBaIOT AOCTOBEPHOCTD NIOJIYYEHHBIX PE3YJIBTATOB.

IIpakTHveckas 3HAYMMOCTH AUCCEPTALHOHHOI0 HCCJICJOBAHHS

B pesysnbrare npoBeACHHOrO HAYyYHOrO MCCIICIOBAHMA aBTOPOM YCTAHOBIICHO,
uto KB®I' moxer OBITP HCHONB30BaHAa KaK CIOCO0 KOMIUIEKCHOW OLEHKH
COCTOSIHMSI BEPXHHUX M HIDKHUX JIbIXaTeNbHBIX MyTed y OonsHBIX MB, HaumHas c
MepBbIX MeCsLEB KU3HH. Y 0onbHbIX MB npu nonydenun 3uadenuit APJI, Gonee
100 mx/Dx cnepyer npeanonarate HaTMYME Ha3aJIbHON OOCTPYKLIUH.

[Mosbiuenue curnana AP/I, 6onee 0,2 mx/x cBHAETENBCTBYET 00 OOCTPYKILMH
HHYKHMX JIBIXaTENBHBIX MyTeH 3a c4eT O0TYpallMOHHOIO KOMIIOHEHTA, YTO BBI3BIBAET
HEOOXOMMOCTD yBEJIMUEHHs 00BheMa MyKOIMTHYECKOH TEpamHHy.

Jersam muapme 6 ner uenecoobpasno nposoauTe Kb®I' B memsix paHHero
" BBISIBJICHUS OOCTPYKTUBHBIX M3MEHEHHH U MOHUTOPUHIA PECIIUPATOPHON QYHKIMH.
Wcnons3oBanue nporpammuoro obecrieaenus Prognosis («IIporpamma it oneHKH
(YHKUMHM BHEIIHErO JBIXaHUd Yy JE€Ted ¢ MYyKOBHCUHAO30M Prognosisy,
CBUAETEABCTBO O TOCYAAPCTBEHHON pPErMCTpalMd NpOrpaMM Uil 3JEKTPOHHO-
BbIYMCIMTENbHBIX  MamdH  Ne  2018616255) cnocoOcTByeT  KOPpEKTHOM
uHTepnperanuu pesyiasratoB Kb®@I'y nereit ¢ MB.

Konkpernbie peKOMEeHAALMH 10 HCI0JIb30BAHKIO PE3YJIbTATOB U BHIBOJLOB

AUCCEPTALHOHHON paboThl
I[Tonyd4eHHbIE B AUCCEPTALIMOHHON paboTe pe3yIbTaThl OLICHKU COCTOSHHUA

~ hyHKUMH BHELIHETO AbIXaHus GonbHbEIM MB Muazuie 6 et no3Boauiu



- pexomennoBath nposeaeHue Kb®I' 1 pa3 B kaprai. [Ipu ysenuuennu AP/,
cebime 100 mx/x aeren, HMEIOLIHX 3aTPY/IHEHHOE HOCOBOE JILIXaHHE,
CBOEBPEMEHHO HallPaBJIATh HA JONOJIHUTEIBHOE 00CIe0BaHNe (KOHCYIbTALUsA
otonapunrosniora, MCKT npuaaTo4Hbix masyx Hoca).

Paspaborannoe nporpammuoe obecnedenue Prognosis BO3MOXKHO
UCMOJBL30BATh AJIsi HHTepnpeTauuu pe3ybrata Kb®I' B BBICOKOYaCTOTHOM 4acTH
cnektpa (APJ1,) y nere#t ¢ MyKOBHCIMI030M.

Marepuainbl 1MccepTaluy BHEPEHbI B IPAKTUYECKYIO paboTy
NYJIEMOHOJIOTMYECKOTO OTAEEHUs OI0/KETHOrO YUPEXKIACHUS 30PaBOOXPAHECHUS
Owmckoit obnactu «O6nactHas aerckas KiMHH4Yeckas 6ompHUNa» T. OMCK
(BY300 OJKB), B yueOHsIii npouecc kadeapbl roCIMTaIbHON NeIHaTPUH
®I'cOY BO OMI'MY Munsnpasa Poccun.

ABTOpPOM OCYUIIECTBJIEH aHAJIU3 JINTEPATYPhl, OCBEIIAIOIIECH COBPEMEHHOE
cocTosiHMe mpobeMsl nopakeHus: opraHoB Apixanus npu MB. Taxxke nposeaeHo
KIMHUYECKOE 00C/IEI0BaHUE MALIMEHTOB OCHOBHOM U KOHTPOJIBHOM I'PYyINEL, 1aHa
OlLIEHKa KIMHUYECKOTO COCTOSIHMA O0nbHBIX MB nieTel B COOTBETCTBUHM CO IIKAJIOH
[IBaxmana-bpachunaa (LLILLIB), BeinoaHeHs GyHKUHOHANBHBIE JUATHOCTUYECKHE
TecTh! — MyJibcokcumeTpusi, Kb®I'. [IpoBenen cratucTuaecKuii aHaius
" nomy4eHHo#u uHpopMauuu. Ha OCHOBaHHH MOJIy4YE€HHBIX pPe3yJIbTaTOB
chopMHUPOBaHbI BBIBOJBI U pa3paboTaHbl NPaKTUYECKUE PEKOMEHIALIUHY.

[To Teme nuccepranuu ony0iukoBaHO 24 paboOThI, B TOM YUCIE 4 CTaThU B
U3IaHHUAX, PEKOMEHI0BaHHbIX BrIciuei arrecrannonHoi komuccueii. [omyyen 1
nateHT «Crnocod AMarHoCTUKM OOCTPYKTHBHBIX HapylIeHUH QyHKUHHA BHEIIHETO
JBIXaHUS y AeTel, OOJbHBIX MYKOBUCHHMI030M». [10JTy4eHO CBUAETENBCTBO O
rocy1apCTBEHHON PErucTpaluy MporpaMMsl Ui 3J1€EKTPOHHO-BBIYHCITUTEIBHBIX
mamuH «[IporpamMma Jyisi OLleHKH (DYHKLMH BHELIHETO JABIXaHUA Y JAeTeH C
MYKOBHCUM030M Prognosis».

PezynbraTel auccepTauuoHHOM paboThl HEOAHOKPATHO anpoOHUPOBaHbI HA

ChE€3/1aX U KOHI'pecCax BCCPOCCHHCKOF 0 ¥ MECXXYHApPOJHOI0 YPOBHA.



Ony6aukoBaHHbIE pabOTHI NOJHOCTBIO OTPAXKAIOT OCHOBHBIE pa3Heiibl
JIMCCEPTaLMH.
Ouenka coaepkaHHs IHCCEPTALIMH, ee 3aBEePIIEHHOCTD

Jluccepranus o¢opMiIeHa B COOTBETCTBUU C NPUHATHIMHU TPEOOBaHUAMH,
usnoxkeHa Ha 180 crpanuuax. CTpykTypa AUCCEpTALIMM Y€TKas W JIOTHYHas.
PaGoTa nocTpoeHa TpaJuLMOHHO ¥ COCTOUT M3 BBEJCHUs, 0030pa TUTEPATyPHI,
rnaBbl C ONIMCAHUEM MaTEpPHAJIOB U METO/IOB UCCIICIOBaHMS, TPEX IJIaB
COOCTBEHHBIX MCCIEAOBaHUH, KIMHHYECKHX IPUMEPOB, 3aKJII0YEHUS, BBIBOJOB,
npaxmqecxux pEKOMEHIalui ¥ yKas3arens JuTeparypsl. Juccepranus
woctpupoBana 36 pucynkamu, 40 tabnunamu U 3 KIMHAYECKMMHU IPUMEPaMH.

Bo BBeaeHMH 000CHOBBIBAETCS AKTYaJbHOCTH BHIOPAHHOHN TE€MbI, pacKpbITa
CTeneHb MpopaboTaHHOCTH MpobieMbl, MNOATBEpPKAAOMAd HEO0XOAUMOCTh
NPOJOJDKEHUST U3YYECHHMS JMarHocTuueckux Bo3MoxkHocTed KBDPIT y OGonpHBIX
MYKOBHUCLMI030M aeTeil. YeTko copMyIMpOBaHBI LEb U 3aJa9M UCCIIEIOBaHUS.
[IpencraBieHHas Hay4yHass HOBM3HA W ﬁpafcruqecxaa 3HaYUMOCTh pPabOTHI HE

BbI3bIBAIOT COMHEHHS.

| O030p AuTEpaTYpPBHI NPEACTABIEH A0CTATOYHBIM KOJIMYECTBOM HCTOYHUKOB
Kak oTeuecTBEHHBIX (85), Tak u 3apybexHsix (209). ['naBa umeer 4 noapasnena B
KOTOPBIX JIOCTATOYHO MOAPOOHO faercs HHOpMALUs O JUArHOCTHKE U TEPAITHHA
Nopax€Husl OpraHoB JbIXxaHus npu MB B ucTopuueckoM acnekre, reneruke MB,
NaToreHese MNOpaKEHHUs OPraHOB JbIXaHUA U poJIM OaKTEpHANIbHEIX areéHTOB.
CornacHo JaHHBIM JIMTEPATYPhl, IPOrPECCHPOBAHUE PECIIMPATOPHOrO CHHApPOMA
HA4YMHAETCS Ha MIEPBOM TOAY *KU3HH. [ pyHOI M AOMIKOJIBHBIA BO3PAaCT MOXKHO
paccMaTpHUBaTh KaK KPUTHYECKHE NEpUO bl GOPMUPOBaHMS MOBPEKACHUSA OPraHOB
_ npixanus. OObeKTUBHAA OLCHKA (YHKIMU BHEIIHETO AbIXaHUs Y nanueHtos ¢ MB
BOQMO}KHO TOJIBKO IPH KOMIUIEKCHOM MCIIOJIb30BAHHH PAa3IMYHBIX
JAMarHocTHYeCKuX TecToB. Hanbonbiee 3HaueHNE B OIEHKE TSKECTH MMOPAXKECHHS
OpraHoB JAbIxaHud y jun ¢ MB umeer cnupomerpus. OqHako, IpoOBEIACHHUE €€
CTAHOBHTCS BO3MOXKHBIM Yy JIeTeH CTapiue 6 Jer. |

Bonbioii  MHTEpEC MpPEACTaBJsE€T pasfiell, TOCBSUICHHBIH  TaKoMY



WCCIICIOBAHHIO JIBIXAaTEIbHOM ,CHCTEMBI y JETed paHHEro Bo3pacTa Kak
KoMnbloTepHass  OponxodoHorpaduss - METOA  HEHHBAa3UBHBEIH, BEICOKO
MHOOPMATUBHBIN, KOTOpPBIH MOXHO HCIONb30BaTh B pasHble MNEPUOABI
3a0o/eBaHusA ¥ OOBEKTHBHO OLEHHMBATH 3(P(YEKTUBHOCTL NMPOBOAMMOH TEpalHHU.
- ABTOPOM OTME€4€HO, 4TO BO3MOXHOCTH KB®I' mpm MykoBHCHMIO03€ H3Y4YEHBI
HEIOCTATOYHO, @ MMEIOLIMECS AAHHBIE OTPAHMYHMBAIOT €€ NMPUMEHEHHE Yy JETeH C
TSDKENBIM TEUEHUEM 3a00/eBaHus.

AHanu3s nurepartypsl 10 U3y4aeMo# npobieMe NOATBEPHKAAET aKTYaIbHOCTb
NPOBEACHHUSA JAHHOTO JUCCEPTALMOHHOTO UCENEIOBaHUS.

Bropas riiaBa nocsiieHa MaTepuagaM U METO/IaM UCCIIEAOBAHUSA H
COCTOMT M3 AByx noarnas. TinaTenbHo Jal0TCss KpUTEPHH (POPMUPOBAHUA
OCHOBHOM 4 KOHTPOJIbHOM rpyIi Habmoaenus. B rnase nogpo6HO onuceIBaeTCs
mero Kb®I', ciupomerpun, METOMKA ITPOBEAECHHS U UCTIOJIb3yEMas anmnaparypa.
" KOHKPETHO yKa3bIBAETCs METO/IMKA OIEHKH (DM3NYECKOrO Pa3BUTHS JIeTeil,
Mﬁl{poﬁuonomqecxoe UCCIICI0BAaHUE MoﬁpOTbI, JHK-nuarnocruka, ny4esas
JAUarHOCTUKa, yriyOJIEHHOE UCCleIOBaHHE ra30BOr0 COCTaBa KPOBH.

Craructuyeckas 06paboTka NOMYYEHHBIX Pe3yJIbTaTOB MPOBOAMIIACH C
MOMOLIBIO MAKETOB NPUKIAAHBIX porpamm Statistica 6.1, DoctorStat 1.9, NCSS
2004 ¢ ucnosb30BaHMEM MAPAMETPUYECKUX U HENAPAMETPUIECKUX KPUTEPHEB, a
TaKXe HEJIMHEHHOrO0 PErpecCHOHHOr0 aHaIu3a.

B TpeTbeii riiaBe uMmeeTcs ABe NOAriaBbl. JlaeTcs KIMHHUKO-
(yHKLIMOHANbHAs XapaKTePHCTHKA COCTOSIHUS OpraHOB JbIXaHus Jereil ¢ MB
MJIaJIIIe ¥ cTapiue 6-1 JieTHero Bo3pacTa. IToka3aHo, 9To KIHHHKO-
(yHKLHOHAIBHOE COCTOSIHUE OPraHOB JABIXaHMs Y AETEH JOLIKOIBHOIO BO3pacTa
XapaKTepU30BaAJIOCh YMEPEHHBIM NOPAXKEHHUEM PECIIUPATOPHOMN CUCTEMEI,
MPOSABJISIOMIMMCS XPOHUYECKOH ABIXaTEIBHON HEAOCTATOYHOCTHIO | cTeneHu,
YMEPEHHBIMU PEHTTE€HOJIOrMYECKUMHU U3MEHEHHUSIMH, CPEId KOTOPBIX npeobaaanu
NPU3HAKK HEPABHOMEPHOW NTHEBMATH3aLlMU JIETOYHOH TKAaHH U XPOHUYECKOTO

BOCIAJICHHs B CTEHKaX OpoHXOB. B cpaBHeHuH ¢ rpynno# KoHTpois, npu MB



Habmoanoce HekoTopoe noseimenue AP/l3, Ho Bce napamerpsl KB®I™ He
BBIXO/IMJTH 3@ Mpejienbl peEPEHCHBIX 3HAUYEHHH.

Opnnako y nereii ¢ MB ormeuena 6onbluas, 4eM y 310pOBBIX JIMILI, BEJIMYMHA
APJl;, xapam;:pmyfomaﬂ BO3MOXHOE€ HAJIMYUE 00TYpPAllMOHHOTO KOMIIOHEHTA
OpoHX000CTPYKTHBHOTO CHHAPOMA Ha YPOBHE OPOHXOB CpeIHEro Kanubpa. 1o
OBLIO CBA3aHO C HAPYIIEHUEM MYKOLIMJIMAPHOrO KIIMpeHca y 6onbHbIX MB
BCJIC/ICTBME TEUEHHS BOCHAIIMTENILHOTO MPOLECcca U MPOAYKLUHUHU 60JIbIIOro
KOJIMYECTBA BA3KOH MOKPOTBI, KOTOpasi, TEM HE MEHEe, a/IEKBaTHO 9BAKYHPOBAIACh
U3 PECNUPATOPHOrO TpakTa Ha (OHE perynﬂpﬂdifl UHTaAIAUMOHHON TEpaNuu U
KHHE3UTEPAIUH.

JlccepTaHTOM YCTaHOBJIEHO YTO Y OONbHBIX AE€TEH IKOILHOIO BO3pacTa
KJIMHUKO-()YHKLIMOHAIBHOE COCTOSIHME OPraHOB JIbIXaHUS XapaKTepU30BalOCh
TAKEIBIM NMOPAXKEHHEM pecnnpa'ropﬂoﬁb CHCTEMBI C SIBJICHUSMHM XPOHUYECKOH
JBIXaTeJIbHON HEOCTATOYHOCTH | CTENEHH U BEIPAXKEHHBIMH
PEHTreHOJIOTHIECKMMH H3MEHEHHUAMH B JIErKHX. Pe3ynbpTaTel CHUPOMETPHH IIPH
MB oTpaxaiu 3HaUUTENbHOE CHUKEHHUE OOBEMHBIX U CKOPOCTHBIX IOTOKOB, I10
nanHbIM KB®I akycTuueckas paboTa abIXaHusi BO BCEX YaCTOTHBIX AUANa30Hax
npu MB Obuta noBsilIeHa. IT0 OBLIO CBA3aHO C Pa3BUTHUEM B CTApLIEM BO3pacTe y
OONBIIMHCTBA AETEH OCHOBHOM I'PYIIbI Ha3albHOH OOCTPYKIIMU HA (POHE TEUCHHUS
XPOHUYECKOr0 CUHYCHUTA KaK MPOsBJICHUS OCHOBHOTO 3a00€BaHHUs.

HesaBucumo ot Bo3pacra 6onbHOro, noseitienne APJI; 6onee 100 mx/[x
acCOLIMMPOBAJIOCH C HAJIMUKMEM Ha3aJbHOM 00CcTpyKkuuH, noseimieHue APJI, 6onee
0,2 mx/Ix, BeposiTHEE BCEro, ObLI0 00YCIOBIEHO HAIMYMEM MYKOCTa3a.

B yeTBepTOi rjiaBe NpOBOAMICA aHAJIU3 (PAKTOPOB, OKA3bIBAIOLINX
MOTEHIHAIbHOE BIUSHUE Ha QYHKIHUOHAIIBHOE COCTOSIHME OPraHOB JIbIXaHUS IPH
MB. PaccmarpuBanuck Hemoaupuuupyemsie (kiaacce myranuit CFTR 1 mon) u
MoaupuuupyeMbie (MUKpogIopa bIXaTeNbHbIX MyTeH) (haKTOpHI.

Taxoxke npoauanu:iuponaﬂo KJIMHUKO-()YHKLIMOHAIBHOE COCTOSIHUE OPraHoOB
JBIXaHHS Y TTALHEHTOB OCHOBHOM IpyMIbl B 3aBUCUMOCTH OT KJIaCCOB BBISIBJICHHBIX

myTaiuid. CylNECTBEHHBIX OTJM4MIA B QYHKLIMH BHEUIHETO ABIXaHUS B JUalNa30He




Huskux (H, p=0,891), cpennux (H, p = 0,997) u Beicokux gacrot (H, p = 0,550) y
neter kak 1, Tak m 2 nmoarpynn B 3aBUCUMOCTH OT ki1accoB MyTauuii CFTR ne
YCTaHOBJICHO. Y JeTell JOMKOJIbHOrO BO3pacTa HE YCTAHOBJICHO 3HAYMMBIX
FeHAEPHbIX Pa3NMuMii B KIMHUKO-()YHKIIMOHAIBHOM COCTOSTHHH OPTaHOB JbIXaHHs,
OJIHAKO NMpOCIeKUBaANACh TEHJCHIH K OoJiee TshkeaoMy TedeHuio MB y i
KEHCKOT0 moJia. YCTaHOBJIEHO, 4TO Y ieBoYek crapiue 6 jer MB
XapakTepu3oBaiics 0oJiee TSHKEJIbIM Te4eHUEM PECTIMPATOPHOIO CHHAPOMA B
CPaBHEHHMM C MaJibuMKaMu. DNHU30/b61 000CTPEHUI OTMEUYAIUCh Yallle,
(GYHKIMOHANBHOE COCTOSHHUE OPTaHOB JBIXaHHs XapaKTepHU30BaJIOCk OobIei
crenenbto cHkenus JKEJI, nmpu conocTaBuMBIX ¢ MAJIbYMKaMHU pe3yJibTaTax
KB®I" B BbICOKO4YAaCTOTHOM 9acTH cnekTpa. JKeHCKHi 1o B LUKOJIBHOM H
MOAPOCTKOBOM Bo3pacte nossiiuan OP dopmupoBaHus IMPH3EMBI ICTKHX,
HH-CBMO[l)HﬁpOISa, OpOHX03KTa30B U OPOHXMOJIUTA.

HeszaBrucumMo oT Bo3pacTa JeTei, XpOHUYECKOE UH(UIIMPOBaHHE
CHHETHOMHOH 1aJI04KO# CONPOBOXK/ANOCH IPH3HAKAMH MYKOCTa3a 110 JaHHBIM
MCKT, a y geteii crapiue 6 et 4auie 00HapyXUBaJIUCh OPOHX0IKTa3kb! U
ambuzema. Pe3ynbTaTel CIMPOMETPUH CBHAETEIBCTBOBAIIMA O OOMBIIEH TAXKECTH
O0OCTPYKTUBHBIX U3MEHEHMI y NaHHOM KaTeropuu OonpHbIX. KBDI™ B ciryqae
XPOHUYECKOM CHHETHOMHOH nmbexuﬂn COIPOBOKAANACH CYIIECTBEHHBIM
nosbiienueM APJL, y nereii OLIKOIBLHOrO BO3pacTa, B rpynne AeTei crapie 6
JIeT API[z HE UMeJI 3HAYMMBIX OTJIMUUH OT «CBOOOAHBIX» U HE HHPULIMPOBAHHBIX
P. aeruginosa jui, BEPOATHO, 32 CHYET 3aTyXaHUA 3BYKOBBIX CUTHAJIOB B YCIIOBHAX
BBIPQXKEHHOT0 MyKOCTa3a.

B naTO# riaBe NpoBEICHO CONOCTABICHUE OCHOBHBIX MOKA3aTENEH CIUPOMETPHUH
u Kb®I" y 60onbup1x MB, ¢ nocnenyrome# pazpaboTkoi cnocoba JHarHOCTHKH
cTeneHu 00CTPYKTUBHBIX HapyleHHH BeHTHIsinuY 1o nanHeiM KBDTI' y nereii ¢
MB nns onpeneneHus TAHKECTH U IPOTHO3a 3a00JIeBaHMUS.

ConocraBieHue OCHOBHBIX nokasareneit cnupomerpuu ¥ KB®I' y 6onbHBIX
MB 10380JI1JI0 YCTAHOBUTH HAIMYUE OTPHLATEILHOM CHIIBHOM B3aUMOCBS3H

mexay Benuunnoii O®B1 u yposaem APII2 (r = - 0,7, p = 0,0001), 4o caenano



BO3MOXHBIM pa3paboTKy crnoco0a AHarHOCTHKH OOCTPYKTHBHBIX HAPYIIECHHH
BeHTUJIsILMH Y OonsHBIX MB Ha ocHoBanuu pesynsratoB KbOI'.

YCTaHOBJIEHO HAIMYUE CUIIBHOM OTpULATEIbHON KOPPEIALIMOHHON CBA3H
MEXIY OCDBI’H APJ12. B3auMOCBS3b JaHHBIX MOKa3aTeIeH MMela HETMHEHHBIN
xapakrep. JlonoiHUTeNbHBIA YYET KIMHUYECKOTO COCTOSTHUA OOJIIBHOIO €
HCI0J1b30BaHueM Likajel [lIBaxMana-bpacdunna mo3soaui pazpaboraTh
MPOrHOCTUYECKYIO MOJI€jIb, 00/1aJal0LIYI0 BEICOKON YYBCTBHTEIBHOCTEIO H
cneun@uqﬂocmm.

B 3akmioueHum aBTOp 00CYXJaeT :COOCTBEHHBIE MO3UIUH C Y4YETOM
UMEIOLIUXCSl JIMTEPATYPHBIX CBEACHHWH. 3aK/IIOYEHHE W BBIBOJBI JIOTHYECKH
060CHOBAHbI, BHITEKAIOT U3 COJICpXKAHUSI JAUCCEepPTaLUH, OTPaKalOT OCHOBHBIE
nojayuyeHHole ¢akruueckue pesynbrathl. lLlenb, MoOCTaBIeHHas aBTOPOM,
JOCTHTHYTa B TNONHOH Mmepe. ABropedepar xopomo oQOpMIEH, JIETKO
BOCTIPUHMMAETCS, OTPAXKAET COACpKaHue nucceprauvu. JlanHas pabora sBisercs
3aKOHYEHHBIM HCCIIENOBAaHUEM, oq:lopMJIevHa B COOTBETCTBUHM C CYIIECTBYIOLIMMHU
Tpé6013aHHﬂMH. Xo04eTcs: OTMETUTh IPAMOTHYIO OPraHM3aLUI0 JHCCEPTALHOHHOIO
uccinenoBaduss. OCHOBHBIM JIOCTOMHCTBOM JUCCEpPTalliM SBJISIETCS CO3JaHUE
cnoco0a OUAarHOCTMKH OOCTPYKTHBHBIX BEHTHJISLMOHHBIX HApYyLICHWH Yy Jerei
MEPBHIX MECTH JIET XKU3HH, GOJTBHBIX MyKOBHUCIIH/I030M, YTO HMEET CYILECTBEHHOE
3HaY€HWEe U1 OpPraHu3alMd MEJMUMHCKOW IIOMOIIM JAaHHOM KaTeropuu
MaLKUEHTOB.

[IpyHOMNIMANBHBIX 3aMEYaHUH 110 OQOPMIICHHIO M CYHIECTBY AHCCEPTALMH
HET.

B nopsiake QIHCKyCCUHM CHMTAKO HEOOXOAUMBIM OOCYAMTE ClIEAYIOIIHE BONPOCHI:

1. hldaynanncm, v Bamu 0c06€HHOCTH PYHKIMM BHELIHETO JbIXaHUA Y AETEH,
BBISIBJICHHBIX 110 HEOHATAJIbLHOMY CKPUHUHTY?

2. O6ocnyiite BbiGOp wkainsl llIBaxmana-bpacdunna B kauecTse

JIOTIOJTHUTENIBHOTO KPUTEPHS, MO3BOJIAIOMIET0 HHTEPIPETUPOBATH PE3YAbTATHI

KOMITBIOTepHOH 6poHxodoHOrpaduu B 1Mana3oHe BHICOKMX 9acTOT. |

3akiaoueHue



Taxum o6paszom, aucceprauusi Kupmnnoi Mpunsl AJIEKCEEBHBI HA TEMY

«KnmiHuko-(QyHKIIMOHAJIbHAS XapAKTEPUCTHKA OPraHoB JbIXaHuUs y ACTEH,
00JIbHBIX MYKOBUCLIU1030M», MIPE/ICTABICHHAsA Ha COMCKAHUE YYEHOH CTENCHH

Kaﬁﬂuﬂa’ra MEJMUMHCKHX Hayk 1o cnenuansHocTy 14.01.08 - neauarpus,
SIBJIAETCSA CAMOCTOSTENFHOM 3aKOHYEHHO!N HayYHO-KBATU(HUKAIIMOHHOH paboTOH,
COJIEprKalleH pelIeHHE aKTyalbHOM HAYYHOM 3a/1a4H T10 OINPEEIEHHUIO
Bo3MoxHOcTeN KB®I™ B AarHocTuke 00CTPYKTUBHBIX BEHTHIISILIMOHHBIX
HapylieHUu y OONBbHBIX MYKOBHLIMA030M JIETEH, B TOM YHCJIE NAMEHTOB PAaHHETO
BO3pacTa, UMEIOIIEH CyIIECTBEHHOE 3HAYEHUE VTS NIEAUATPHH, YTO COOTBETCTBYET
TpeboBanusaM 1.9 «IlonoxkeHUs 0 NOpAAKE MPUCYKACHHAA YUCHBIX CTEIICHEH),
yTBemeeHHoro nocranosyieHHeM [IpaButenscrBa Poccuiickon ®@enepauuu ot
24.09.2013 r. Ne 842 (B neHCTBYIOLIECH PEAAKIIMH), IPEABABISAEMBIM K
aMccepraiusm, a ee aprop, Kupmmna Upuna AnexceeBHa, 3aCiTy)KUBaeT
MPUCYKICHUS €H Y4EHON CTENEHN KaHMAaTa MEJUIMHCKHUX HAyK [0 HAY9HOH

cneuuanbHocT 14.01.08 — Ilenuarpus.
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