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OBILIAS XAPAKTEPUCTHUKA PABOTDI

AKTYaJIbHOCTH TEMbI HCCJI€I0BAHUSA U CTelleHb ee pa3padoTaHHOCTH. MyKOBHCIIUI03
(MB) — 3aboneBaHuMe C ayTOCOMHO-PELIECCUBHBIM THUIIOM HACJIE€[OBaHUs, OO0YCIOBIEHHOE
NATOreHHBIM  BapuUaHTOM  HYKJIEOTHIHOM  IOCIENOBaTEJbHOCTH  (MyTauueil)  reHa
MYKOBUCIIMJIO3HOTO  TpaHcMeMOpaHHOro peryisropa mnpoBoaumoctu  (Cystic  Fibrosis
Transmembrane Conductance Regulator, CFTR). OHO BcTpe4aeTcs BO BCEX JSTHHYECKHX
rpyIIax ¥ ¢ paBHOU yacTotoi y oooux nosioB [H. W. Kanpanos, H. FO. Kammpckas, 2014].

be3 cnenuduyeckoit Tepanuu OONBIIMHCTBO O0O0ABHBIX MB Hensz0exHO morudarT B
pauneM Bospacrte [H. M. Kanpanos, H. }O. Kamupckas, 2014]. CoBepiieHCTBOBaHHUE CUCTEMBI
OKa3aHWs MEJHUIMHCKOW TOMOINM JETSM U B3pociabiM ¢ MB crocoOCTByeT CyIECTBEHHOMY
YBEJIMUEHUIO uX npojoipkutenbHocty ku3Hu [Cystic Fibrosis Foundation Patient Registry 2015
Annual Data Report; European Cystic Fibrosis Society Patient Registry Annual Report 2015].

Benymielt npuyuHON JETANBHBIX HCXOAOB y OONbHBIX MB siBisieTcss apIxaTenbHas
HegocratouHocth [Cystic Fibrosis Foundation Patient Registry 2015 Annual Data Report;
European Cystic Fibrosis Society Patient Registry Annual Report 2015; Peructp GonbHBIX
MykoBucIMI030M B Poccuiickoit  ®enepaunu 2015  roa], OCHOBHBIM MEXaHU3MOM
MIPOTPECCUPOBAHUS KOTOPOW sIBISETCS (DYHKIIMOHUPOBAHHE MOPOYHOTO KPyra «BOCHAJICHHE —
obctpykuus — unpexuus» [H. . Kanpanos, H. 0. Kammpckas, 2014; J. S. Elborn, 2016].

Hcxons M3 3TOro, BO3HUKAET HEOOXOIMMOCTh MOCTOSHHOTO MOHHUTOPHHIA (DYHKIMH
BHEIIIHET0 JIbIXaHus y BcexX 0onbHBIX MB, He3aBUCHMO OT Bo3pacTa. «30JI0ThIM CTaHJApTOM» B
HacTosdlee BpeMs sBisercs crnupomerpus. O0beM (popcupoBaHHOIO BbAOXA 32 1 CEKyHIy B
MPOLEHTaX OT JoJuKeHCTBytomled Hopmbel (O®B;) sBasercs paHHUM U HauOolee
YyBCTBUTEIBHBIM IapaMeTpoM HapylieHus BeHTwsiuu Jerkux [D. Taylor-Robinson et al.,
2012]. OnHako MpPOBEACHHE CHUPOMETPUM Yy JAETEH CTAHOBUTCS BO3MOXKHBIM TOJBKO C 5-6-
JIETHETO BO3pPacTa BBHy HEOOXOJANMOCTH X aKTUBHOTO y4acTHs B MCCICIOBAHUN U TEXHUYECKH
MPaBUIILHOTO BHITIOJIHEHUS IbIXaTesibHOro ManeBpa [O. @. Jlykuna, 2017].

[Tpobnemy mo3BossieT pemnTh KoMiblorepHas Oponxodonorpadus (KbPI'). B ocHoe
UCCIIEIOBAHMSI JIEKUT PErHCTpalus 3BYKOBBIX (PEHOMEHOB, BO3HUKAIOUIMX IPH CIIOKOWHOM
IIBIXaHUH, C TTOCIEAYIOIINM TPOBEICHIEM KOMITBIOTEPHOTO aHaJM3a U 00pabOTKH YaCTOTHBIX U
BPEMEHHBIX XapaKTEepPUCTUK criekTpa 3Tux 1mymoB [H. A. I'enme, B. C. Manbiues, 2016]. Meron
XOpOIIO 3apeKOMEHJI0Ball ce0si B JMArHOCTHKE CKPBITOH OpOHXMAIbHON OOCTPYKLIMH NpU
OCTPBIX M XPOHMYECKHX 3a0ojeBaHusAX opraHoB neixanus [U. U. banaGonkun u ap., 2013;
O. 1. HoOpeianHa, B. B. Memepsiko, 2017; E. b. [laBnmunoBa u ap., 2013; E. E. Kpacnosa,

B. B. UemonanoB, A. A. banmaeB, 2013]. OcHoBubiMu mnapamerpamu KBOI'  sBistroTcs
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AKyCTHYECKUA KOMIIOHEHT pabOoThI JbIXaHus B 1uana3zone Hu3kux 4actot (AP/l,), akyctuaeckuit
KOMIIOHEHT paboThI AbIXaHUs B [uana3oHe cpeaHux 4actoT (AP/l3) n akycTnueckuil KOMIOHEHT
paboTHI JpIXaHUS B IUana3oHe BRICOKUX 4acToT (AP/L,).

B HacTosmmii MOMEHT ocTaeTcsi HepelIeHHOl npodiemMa UASHTU(PUKAIMY U aIeKBaTHOU
UHTEPIpETAllMM  JIOKHOOTpULATENbHBIX — pe3ynbTaroB  KB®IT y  Tsokensix  OOJBHBIX
[O. B. Tapacosa, 2014, U. E. CmupaoB u ap., 2015]. C gpyroit croponsl, ¢ nomoibo Kb®I'
MO>KHO TIPOBECTH TOJIbKO KaUeCTBEHHYIO TUArHOCTUKY OOCTPYKTHBHBIX HapymeHwuid mpu MB.
OueHUTh CTENEeHb MX TSKECTH HE MpeICcTaBiseTcs BO3MOXHbIM. Hcnons3oBanne KbOI'
SBJIAETCSL JIOCTATOYHO IMEPCHEeKTUBHBIM JISl BBISABICHUS OPOHXOOOCTPYKTHMBHOIO CHHAPOMA Y
JeTeil paHHero Bo3pacTa, cTpamarommx MB. TpeOyercs mpomobKeHUE HCCISIOBAHUN st
YTOYHEHUS! IMarHOCTUYECKONW 3HAUMMOCTH METO/1a Y JJaHHOW KaTeropuu OOJIbHBIX.

Heab padoThl — OLICHUTH C NTOMOILIBI0 COBPEMEHHBIX METOJIOB MCCIIEIOBAHUS KIMHUKO-
(YHKIIMOHATIBHOE COCTOSIHUE OPTraHOB [bIXaHUs y nereil, OonbHbIXx MB, mis ymyurienus
JUArHOCTUKH TSKECTU OOCTPYKTUBHBIX U3MEHEHUH.

3agauu ucciie 0BaHNUA:

1. comocraBuUTh mapameTpbl QYHKIMK BHEIIHETrO JIbIXaHus y aeteil ¢ MB u y ux 310poBbIx
CBEPCTHUKOB;

2. YCTaHOBHUTb COCTOsSIHHE (YHKIMU BHEIIHEro JAbIXaHWs Yy jered, OosbHbIX MB, B
3aBHCUMOCTH OT KJIIMHUYECKUX OCOOCHHOCTEH TeueHus 3a00IeBaHus;

3. comocTaBUTh OCHOBHBIE MokazaTenu ciupomerpun u Kb®I' y 6onbHbIx MB nereit;

4. pa3paboTraTh CrIOCOO TMArHOCTUKU CTETIEHU OOCTPYKTUBHBIX HAPYIICHUH BEHTHJISLMHU I10
nanHbiM KB®T" y nereit ¢ MB nns onpeneneHus TsSHKECTH M MPOTHO3a 3a00J1€BaHMs.
Hayunasi HoBU3HA
N3yuensl 0coOeHHOCTH (DYHKIIMM BHEIIHEro AbixaHus 1no nasHsiM KbOI y nereit ¢ MB B

CPaBHEHHH CO 310POBBIMHU CBEPCTHUKAMH.

BrniepBble BbISBIEHBI M3MEHEHHUS MapaMeTpOB (PYHKIHMM BHEIIHETO AbIXaHUS y AETEH,
001bHBIX MB, B 3aBUCUMOCTH OT KIMHHUYECKHUX 0COOEHHOCTEH TeueHus 3a00JIEBaHNUsL.

BnepBble yCTaHOBIIEHO HanWM4Me CUIBHOW OTPUUATENIBHOM KOPPEJSLMOHHON CBS3H
MEXy OCHOBHBIMH MapKepaMu OpOHXHaTbHOM 0OCTPYKIMH 110 JaHHBIM criupomerpun U KbOTI'.

Pa3paboTan MHHOBALIMOHHBINA CMIOCOO JUArHOCTUKHU CTENEHU TSHKECTU BEHTHIISIIIMOHHBIX
HapymieHuil (mateHt Ne 2678952 «Croco6 TuarHoCTUKU OOCTPYKTHUBHBIX HapylIeHUN (QpyHKUIHN
BHEIIIHETO JIbIXaHUs Yy JieTei, OOJBbHBIX MYKOBUCIIHI030M»), YUUTHIBAIOIIUN (PYHKIIMOHAIBHOE
cocTosiHue opraHoB Abixanus 1o AaHHbIM KB®I™ (ypoBens AP/l,) u kiinHUYecKue gaHHbIe (Oat

no mkane [1IBaxmana-bpachuna).



IIpakTHYeckasi 3HAYMMOCTh

KB®I' MoxkeT OBITH HMCIONB30BaHA KAaK CIOCO0 KOMIUIEKCHOM OIEHKH COCTOSHUS
BEPXHHX M HIKHUX JBIXaTEIbHBIX MyTeH y 001pHBIX MB, HaunHas ¢ MEPBBIX MECSIICB JKU3HH.

Y GonbaBIx MB npu nonydenun mo pesyinbraram Kb®I' 3nauenuit APJ[; 6onee 100
MK/ creayeT npeamnonarate HaAIMYUE Ha3aJIbHON OOCTPYKIUH.

[ToBermenue curnana AP/, 6onee 0,2 Mx/x cBUIETENbCTBYET 00 OOCTPYKLIUU HUKHHUX
JbIXATENbHBIX IyTeH 3a cueT O0TYpalMOHHOIO KOMIIOHEHTA.

Hetsm maame 6 net uenecoodpasno npoBoauTh Kb®I™ B mensx paHHero BBIABICHHS
OOCTPYKTHUBHBIX M3MEHEHMH M MOHHUTOpPHHra pecrnupatopHoid ¢ynkuuu. Vcnonb3oBaHue
nporpaMMmHoOro obtecneuenust Prognosis («lIporpamma gt OLEHKHM (QYHKIMM BHEUIHETO
IBIXaHUSL Y JeTe ¢ MYyKOBHCHMIO030M Prognosis», CBHIETEIBCTBO O TOCYIApCTBEHHOM
perucTpal  MOporpaMM Ui 3JEKTPOHHO-BBIUMCIUTENbHBIX  MamuH — Ne 2018616255)
CHOCOOCTBYET KOPPEKTHOU nHTepIpetanuu pesyiabratoB KbOI' y nereii ¢ MB.

IToJ105xeHNs1, BBIHOCHUMBbIE HA 3AIUTY

OOTypaniOHHBIE KOMITOHEHT OpOHXOOOCTPYKTHBHOTO CHHApOMa y OonbHBIX MB
Miaamie 6 JeT mposBiseTcs Oonbled, 4eM y 340poBbIX Juil, BenuunHoil APJl;. B crapmem
Bo3pacte y 6onbpHBIX MB (GopMupyrorcs oOCTpyKTUBHBIE HApPYILIEHUS CO CTOPOHBI BEPXHUX U
HIDKHUX JIBIXQTEIIbHBIX ITyTeH.

BrisiBnieHBI M3MEHEHHS TMapaMeTpoB (YHKIIMU BHEIIHETO IBIXaHHUS Y JCTEH, OOJIbHBIX
MB, B 3aBUCHUMOCTH OT KJIMHHUYECKUX OCOOCHHOCTEN TeUeHUs 3a00JIeBaHNUA.

Y coBepLIEHCTBOBAHHBIN MOAX0 K MHTepnperanuu pe3ynbratoB Kb®I™ ¢ yuerom onenku
no mkane I1IBaxmana-bpacdunna mo3BoauT 0oOBbEKTUBHO ONPEAETUTh CTENEHb BBHIPAKEHHOCTU
OpoHxuaiabHOU 00CcTpyKLIMHU y fneteit ¢ MB.

Amnpo0anusi pe3yJibTaToB

OcHOBHBIE MOJOXKEHUS TUCCEPTAIUU JTOJI0KEHBI U o0cyxaeHbl Ha XII HamumonansHoM
KOHIpecce € MEXAYHapoAHbIM y4yacTHeM «AKTyallbHble MpPOOJIEMbl MYKOBHCIHUI03a»
24.04.2015, r. Mocksa; Ha 40-it koHpepeHr MexTyHapOHOM acCOLMAIINH 10 UCCIIEIOBAHUIO
nerounblx 3BykoB (40th International Lung Sounds Association Conference), 25.09.2015,
r. Cankr-IlerepOypr; Ha XXVI HarmuonansHOM KOHrpecce Mo OOJe3HSM OpraHOB JIbIXaHUs
18.10.2016, r. Mocksa; Ha XIII HanuonanmeHOM KOHrpecce «/IHHOBallMOHHBIE TOCTHKCHUS B
JTUArHOCTHUKE U Tepanuu MykoBuciuao3a» 28.04.2017, r. Ceprues I[locan, MockoBckasi 0071acTh;
Ha XVI PoccuiickoM koHrpecce «/HHOBalMOHHBIE TEXHOJIOTMM B MNEAUATPUUM U JETCKOU
XUPYpruu» ¢ MexayHaponaHsiM ydactueM 25.10.2017, r. MockBa; Ha XXVIII HaunonansHoM

KOHIpecce 1o 60s1e3HsM opranoB Abixanus 18.10.2018, r. Mocksa.



JIMYHBIA BKJIaJ aBTOPA

ABTOpPOM OCYIIECTBIIEH aHAJIU3 JINTEPATYPBI, OCBELIAIOLIEH COBPEMEHHOE COCTOSIHHE
npoOJIeMbl TOpaKeHUsT OpraHoB JeixaHuss npu MB. Taxke NpoBEICHO KIMHUYECKOE
o0clieloBaHNE MALMEHTOB OCHOBHOM M KOHTPOJBHOM TIpYIIBI, JaHa OLEHKa KIMHUYECKOI'O
coctosiHus 601pHBIX MB nereit B coorBercTBUM co mkanou llIBaxmana-bpachunga (ILIIB),
BBINOJIHEHB! (DYHKIIMOHAIBHBIE TUArHOCTHYECKUE TecThl — mynabcokcumeTpust, Kb®I'. IIposenen
CTaTUCTHYECKUI aHaIN3 MOJMy4eHHOH MHQpopmanuu. Ha OCHOBaHWHM MOJTYYEHHBIX PE3yJIbTAaTOB
c(OpMHPOBaHBI BEIBOJIBI M pa3pabOTaHbl IPAKTUYECKNUE PEKOMEHJALUH.

BHenpenue B npakTuky

HuccepranmonHas paboTa BBINOJHSIACK B paMKaX MHUIUATUBHOW  HAy4dHO-
HCCIIEIOBATENBCKONW paboThl «Pa3paboTka HOBBIX MPOTPaMM M TEXHOJOTMHA CHIIKEHHS TOTEPh
3I0pOBbsl JETCKOTO HaceleHus» (HoMmep rocynapcTBeHHO peructpaunun Ne AAAA-A15-
115123110105-5)  denepanbHOrOo  rocyAapCTBEHHOrO  OIOKETHOTO  00pa3oBaTENbHOTO
yupexJieHus Bbiciiero odopazoBaHusi «OMCKHI rocyqapCTBEHHbBIM METUIIMHCKUN YHUBEPCUTET)
MunuctepctBa 31paBooxpanenust Poccuiickoit @enepanuu (GI'bOY BO OMI'MY Munsapasa
Poccun). Marepuansl quccepTaliuil BHEAPEHB! B IPAKTUYECKYIO pabOTy IMyJIbMOHOJIOTUYECKOTO
OT/eNeHHsl OI0JKETHOTO yUpeKIeHUs 31paBooxpaneHuss OMckoi obmactu «O0nacTHas 1eTcKas
kmuHn4Yeckass OompHuIa» T.Omcka (BY30O OJIKB), B yueOHbIi mpomecc Kadeaps
rocrutanbHoi neauatpun PI'bOY BO OMI'MY Munsapasa Poccun.

Hyoankanun

ITo Teme muccepranuu omyOauKoBaHO 24 paOoThI, B TOM 4Yucie 4 CTaTbU B MU3/IaHUSIX,
peKoMeH10BaHHBIX Beiciiell arrectanuonHoil komuccuedd. Ilomyuen 1 marent «Cnoco0
JUArHOCTUKU OOCTPYKTUBHBIX HapyIIeHUH (YHKIUI BHELIHETro JbIXaHUS y JeTei, OOIbHBIX
MykoBHucHI030M» Ne 2678952 ot 04.02.2019 Ha ocHoBanuu 3asBku Ne 2018101682/14 ot
17.01.2018 roma. ITorydeHO CBUAETENBCTBO O FOCYAAPCTBEHHOW PETUCTPALIMU MTPOTPAMMBI IS
AJEKTPOHHO-BbIUUCIUTENBHBIX MamuH Ne 2018616255 ot 25.05.2018 roma «IIporpamma ans
OLICHKM (DYHKIIMM BHEILIHEro JIbIXaHus y JeTell ¢ MyKOBHCLHJI030M Prognosis» Ha OCHOBaHUU
3asBKu Ne 2018613452 ot 10.04.2018 rona.

CTpykKTypa u 00beM AuccepTaAlHU

Huccepranus uznoxxkeHa Ha 180 cTpaHMIaX MamIMHONMCHOTO TEKCTA M COCTOMT W3
BBeJIEHUS, 0030pa JTUTEPATyphl, U3JI0KEHUS MAaTEPUATIOB U METO/I0B UCCIIEIOBaHMSI, PE3YJIbTaTOB
pabGotbl (rnmaBel 3, 4, 5), KIMHUYECKHX NPUMEPOB, 3aKIIIOYEHMS, BBIBOJOB, NPAKTHUYECKUX
peKOMeHAalui, NepeuHs COKpAIleHWH M YCJIOBHBIX O0O3HA4YEeHUH, CHHMCKa JUTepaTypsl (295
HCTOYHUKOB, U3 HUX 209 nHocTpaHHBIX). MumtocTpaTuBHBI MaTepuan BkitoyaeT 40 Tabmui u

36 pUCYHKOB.
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OCHOBHOE COJAEPKAHUE PABOTHBI
Matepuanbl U1 MeTOAbI HCCJIETOBAHMS.

Pabora Bemonnena B ®I'bOY BO OMI'MY MunszapaBa Poccuu (pektop — A.M.H.,
npodeccop M. A. JluB3aH), Ha Kadeape TOCHUTAIHPHOW MeauaTpuu (3aBeAYIOMUA — I.M.H.,
nouent E. b. [laBiunosa), B8 BY300 OJIKb (rnaBueiii Bpau O. }O. T'op6ynoB) B 2013-2017
rogax. HccrnemoBanme omo00peHo »3tuueckuM kKomuteroM OMIMY (mpotokon Ne 58 ot
14.11.2013).

[IpoBeieHO OJHOMOMEHTHOE HCCIEIOBAHME METOJIOM MOMEpPeYyHoro cpesa. JuzaitH

HCCIIE0BaHMS BKIIFOYAJT JBa MOCIICIOBATEIBHBIX ATana paboThl (PUCYHOK 1).

KpI/ITepI/II/I BKIIIOYCHUA U UCKIIIOUCHUA

detn 30 6 qet : aeru go 6 met
(1 moarpynma), Kb®I' <« (3 noarpynna),
n=23 n=43 Konrpoassan

rpynna, n=91

SemE Cnupomerpus A€ crapme 6 aer

(2 moarpymma), A < (4moarpynma),
n=25 Kb@r n=48
Ocuosnas rpynna, n=48 - ] » [lxama
- Kananieckoe i
I noarpynna, Kaace mytammn MBTP 9 ¢M?::::£:=Hﬂb Bpacdmaza
e * MCKT aérxnx
2 noarpynma, Pacn—pummm oo mogy 9
Fis = DyAKOHOHATBHOE * [asw kpoBn
Mexpobrozoruaeckuii cratye 9 COCTORHEE OPIAHOE = KB®I'
ABIXAHHA « Crnmposerpus

Pucynok 1. /Iu3aiiH KIMHUYECKOTO UCCIIET0BAHMS

Ha mnepBoM »stame 3amaueit paOOThI SIBISUICS CpPaBHUTENBHBIM aHAIU3 IMapaMeTpoB
(YHKITUHY BHEIITHETO JbIXaHus 1eTeit ¢ MB 1 uX 3710pOBBIX CBEPCTHHKOB.

Ha ocHOBanuum aHamMHeCTHYECKHMX JaHHBIX OBUTH CHOPMUPOBAHBI OCHOBHAs W
KOHTpOJIbHAs TPYNIBL. B OCHOBHYIO rpynny ObLIH BKITIOUEHBI 48 1eTeii B BO3pacTe OT 3 MecAleB
no 17 nmer 11 MecsleB c YCTaHOBJIEHHBIM B COOTBETCTBHM C PEKOMEHIALMSIMH 3KCIEPTOB
European Cystic Fibrosis Society 2014 muaraozom MB.

Kpurepuu BriroueHus gereid B OCHOBHYIO TPYIITY: pEMHUCCHS OpPOHXOIErOYHOTO
mporecca, HHPOPMUPOBAHHOE JTOOPOBOJIBLHOE COTJIACHE 3aKOHHBIX MpEACTaBUTENEH peOeHKa
aub0 TMOJpPOCTKAa MSATHAAUATH JIeT W CcTapllie Ha ydacTue B uccienoBaHuu. Kpurtepuun
WCKIIIOYCHHS: OOOCTpEHHE OpPOHXOJIETOYHOTO TIpPoIlecca, OTCYTCTBHE HWH(GOPMHUPOBAHHOTO
JTOOPOBOJIBHOTO COTJIacHsl 3aKOHHBIX MPEACTaBUTENEH pedeHKa IN00 MOAPOCTKA MATHAALIATH JIET
Y CTapllle Ha y4yacTHe B UCCIICIOBAHUHU.

KonTponpHas rpynmna Obuta copmupoBana u3 91 pebeHka B BO3pacTe OT 3 MECSIICB 10

17 ner 11 mecsueB. Kpurepuun BKIIOUEHHS B KOHTPOJIBHYIO TPYIIY: @) YCIOBHO-3I0POBBIC I€TH
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0e3 OCTpBIX MO0 XPOHUYECKUX 3a00JEBaHU OPraHOB JbIXaHUS; 0) OTCYTCTBHE XPOHUYECKOM
COMAaTHYECKOW MAaTOJOTHH, CIIOCOOCTBYIOIIEH DPAa3BUTHIO OPOHXOOOCTPYKTHBHOI'O CHHApPOMA
(mapa3uTapHble WMHBa3HMM, 3a00JIEBaHUS BEPXHUX OTIEJIOB SKEITYJAOYHO-KUIIEYHOTO TPAKTa,
BPOXKJCHHBIE M MNPUOOpPETEHHbIE IMOPOKM cepala ¢ oOorameHueM Majoro Kpyra
KpOBOOOpaIeHus1); ) OTCYTCTBHE 3a00J€BaHUM IEHTPAIBHOW M TepudepudecKoil HEpBHOU
CHCTEMBI, MNPUBOMAMIMX K  (OPMHUPOBAHMIO  JBIXaTEIbHOM  HEJIOCTaTOYHOCTH; M)
MH(GOPMHUPOBAHHOE JOOPOBOJBHOE COTJIaCME 3aKOHHBIX NpeAcTaBuTeneil peOeHka 1u60
MOIPOCTKA MATHAALATHU JIET U CTaplle Ha ydacThe B MccleoBaHUU. KpuTepuu HCKIIIOUEHUs: a)
Hanuuue Yy pebeHKka Ha MOMEHT TMPOBEACHUS MCCIEAOBAHUS CHUMIITOMOB  OCTPOrO
pecriuparopHoro 3aboseBaHus; 0) A€TH ¢ XPOHUUECKUMH 3a00JIEBAHUSMHU OPTaHOB JIBIXAHUS; B)
HAIAYME  XPOHMYECKOH  COMATHYECKOW  MMATOJIOTHH,  CIOCOOCTBYIONICH — pa3BUTHIO
OpOHXOOOCTPYKTUBHOTO CHHApOMa (Mapa3uTapHble WHBa3MH, 3a00JIEBaHUs BEPXHUX OT/EJIOB
KEIYIOYHO-KUIIEUHOTO TpPaKTa, BPOXKACHHbIE M MNPUOOPETEHHbIE TMOPOKH Ccepala ¢
o0oraimeHreM Majoro Kpyra KpoBOOOpaileHHs); T') Haluuue 3a00JIeBaHWH ICHTPAJIbHOH U
nepudepuyeckodl  HEPBHOW CHCTEMBI, TNPUBOIAMNX K (HOPMUPOBAHHIO  JIBIXATEIBHON
HEJOCTAaTOYHOCTH [I) aKTUBHOE KypeHHe peOeHka Ju00 TOIPOCTKA; €) OTCYTCTBUE
MH()OPMHUPOBAHHOTO JTOOPOBOJIBHOIO COTJIACHSl 3aKOHHBIX TMpeAcTaBUTENed pebGeHka b0
MIO/IPOCTKA MATHAIATH JIET U CTapllIe HAa y4acTUE B UCCIEAOBAHUU.

VYuutbiBas NpOrpeAUEeHTHOE TeYeHHE 3a00JIeBaHUs C OJHOW CTOPOHBI, U C JPYrod —
CIOCOOHOCTh pebeHKa K IPOBEACHUIO CHHUPOMETPUH, MALMEHThl ObUIM pa3jesnieHbl Ha 4
nonarpynnsl. Jletn ¢ MB, He nocturime Bo3pacta 6 jet, Bouutd B 1 nmoarpymmny, 6onsHbie MB
cTapuie 6 JieT ObUIM BKJIIOYEHBI BO 2 MOATPYIIY. 3 NOArPYNIY COCTaBUIM JETU Miajuie 6 jer
0e3 MmaToJorMM OpraHoOB JIbIXaHHUS, a YCIOBHO-3/I0POBBIE JIETH B BO3pacTe 6 JeT W cTapuie
copMHpoBaIH 4 IOArPYIITY.

Onenka cocTossHUsl (QYHKUMHU BHemIHero Jeixanus merogoM KB®I' Obuta mpoBeneHa y
BCEX JIeT€H, BKJIIOYECHHBIX B HCCleAOoBaHME Ha pAaHHOM drtane. s npoeaeHus KbBOI
WCIIONB30Bajcs mpubop OpoHxodoHOrpaduYecKuii JUATHOCTUYECKUM aBTOMATH3UPOBAHHBIN
«TATTEPH-01», B xommiekte ¢ HOyrOykom Asus EeePC 1225B. V nereil 1o roja 3amuchk
JBIXATENBHBIX IIYMOB IIPOBOAMJIACH B IOJIOKEHUU JIeXka, y AETEH CTaplle rofa B MOJOKEHUU
CHUJISl IPU CIIOKOWHOM JbIxaHuu. HransuuonHas tepanus y 6onsHbIXx MB ocymiectsisiiace 3a 8
4acoB JI0 MOMEHTa IpoBeleHus uccienoBaHus. [lo 3aBepiieHHH 3amucH AbIXaHUS MalMEHTa
nporpammoil npoBoauics apromaruueckuit pacuer APJl;, AP/l u AP/l;. B xauecTBe onopHbIX
nokasarene ucnosb3oBaiuch gaHHbie H. A. T'enme [H. A. T'enme, B. C. Mansimes, 2016]:
APJI; — menee 100 mx/lx, AP/l3 — menee 10 mx/[x, AP/l, — menee 0,2 mx/[x. Benmnunna APJI;

XapakTepu30Baja COCTOSHUE BEPXHUX JIbIXaTeNbHBIX MyTel (Hocormorka), APJ/[; orpaxan
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COCTOSIHME Tpaxeu M OpOHXOB KPYMHOro W cpeaHero kamuobpa, APJl, — OpoHXOB MenIKOTo
KaauOpa u OPOHXHOIL.

JononaurensHo i aul 2 ¥ 4 NOArpYyNIbl MPOBOAWIACH CIUPOMETpUs. DYyHKIMS
BHEIIIHETO JIbIXaHus JeTel, 00apHbIX MB, onieHuBanack ¢ momoibio cnupomerpa SpirovitSP-1R
(Schiller, IlIBeliniapusi), ManmMeHTb KOHTPOJIBHON TPYIIBI ObUTH OOCIEIOBAHBI C IOMOIIBIO
cmupometpa SpiroUSB ¢ mporpammoit Spida 5 (MICRO MEDICAL, BenukoOputanus).
OnenuBanuch xu3HeHHas: eMKocTh Jerkux (JKEJI), ODB,, dbopcupoBanHas »KU3HEHHAS EMKOCTh
nerkux (OXEJI) u nukoBas ckopocts Bbiioxa (IICB). PecTpukTuBHBIC HApYIICHUS! BEHTHIISAIIHH
nposiBisiuch  cHukenueM JKEJI  menee 80 % ot pacuetHoro nokasarend. Jlerkue
BEHTHISIIUOHHBIE HApYIICHUS MO OOCTPYKTHBHOMY THITy peructpupoBanuch npu ODB; 70-
79 %, ymepennbie — 60-69 %, cpemnersikensie — 50-59 %, Tsaxenvie — 35-49 %, kpaitne
Tskensie — ODB; menee 35 % [A.T. Uywanun u ap., 2014]. CmemanHble BEHTUISLUOHHBIE
HapylIeHUus oTMeYaIuCh npu ogHOMOMEHTHOM cHukeHuu JKEJI u ODB; menee 80 %.

Ha BTopom sTane uccienoBaHusi ObUIO U3YyYEHO COCTOSIHUE (PYHKIIMM BHELIHETO JIbIXaHUS
y nereii ¢ MB B 3aBUCUMOCTH OT KIIMHUYECKUX OCOOCHHOCTEH TeueHUs 3a00ICBaHMUS.

KiimHnueckoe CcOCTOSSHUE OpraHoB JIbIXaHUSl XapakTEepU30Bajld HWTOTOBAas OLICHKA
cocrossaust  6osbHOro 1o B B momudukanum C. B. Paumnckoro u H. WM. Kanpanosa
[H. 1. Kanpanos, H. 0. Kamupckas, 2011], u3mMeHeHuss Ha MyJIbTUCIHPATIbHON KOMIIbIOTEPHOU
tomorpapun (MCKT) wnm peHtreHorpaduu OpraHoB TPYIHOW KIIETKH, a TaKKe HAINYHe
ocinoxHeHud. OneHka (QYHKIMOHAIBHOTO COCTOSIHUS OPTraHOB JIbIXaHUS INPOBOAMIIACH C
MIOMOIIBIO MyJbCOKcUMETpuH (mynabcokcumeTrp BPM-200, Bionics/Biosys, IOxnas Kopes),
HCCIIEIOBaHMs Ta30BOr0 COCTaBa KPOBU (aHAIM3ATOP ra3oB U 31ekTponnutoB KpoBu EASYSTAT,
Medica Corp., CIIIA), ciupomerpuu u Kb®I'. Uccnenoanue Bnusuaus kinacca myranuit CFTR
Ha TeyeHHe 3a00JIeBaHMs TPOBOANIACH Y OOJBHBIX C IBYMs MACHTU(DUIIMPOBAHHBIMH AJUICIISIMH.
Muxkpobuonornueckuii cratyc gered ¢ MB ompenensncs cornacHo HanumonambHOMY
KOHCeHCycy «MyYKOBHCIHI03: OIpeAeseHHe, JAUArHOCTUYECKUE KPUTEPUH, TEeparus»
[E. U. KonapatbeBa, H. }O. Kamupckas, H. 1. Kanpanos u ap., 2016].

Jns  cratuctuyeckoi OOpabOTKM JTaHHBIX HCIIOJIB30BATMCH MaKeThl MPHUKIATHBIX
nporpamm Statistica 6.1 (StatSoft, CIIIA), Doctopstat 1.9 (Moiseev [.A., Poccus), NCSS 2004
(NCSS, CIHA). [lanaple mnpenacTaBisiuch kak Menuana [Hwkauii kBapTtmib, Bepxuuit
kBapTwiib] (Me [QL; QU]). IlpoBepka rumoTe3 OCyMIECTBIISIACH MTYTEM BBISBICHUS Pa3THIUNA
MEXIy TpyNIaMu ¢ MPUMEHEHHEM MapaMeTpHUeCKuX (t-KpUTEepHil A1 He3aBUCUMBIX BBIOOPOK)
U HellapaMeTpUUecKuX MeTol10B (kputepuil ManHa-YutHu — U, kputepuii Kpackena-Vonnuca —
H, xpurepnit @umepa — F, kpurepuii Xz), HEJIMHENHOTO PErpeCCHOHHOTO aHaln3a. Beraucisics

otHocuTenbHbll puck (OP) c¢ omnpenenennem 95 % noseputenbHoro wuntepBana (AN).



10

Hampasrnenue u cuily CBSI3U MEXIy SIBICHUSMU OMNPENENISIN C TMOMOIIbI0 KoddduuneHrta

koppemsinun CnupmeHa (ps). s onpeneneHust 1MarHocTUYECKOH EHHOCTU IPOrHOCTHYECKON

MoJienH ucnoab3zoBanack ROC-kpuBas ¢ nocieayomuM onpeeieHueM miomanu nog Heit. Ipu

BCEX CTaTUCTUYECKHUX pacyeTax KPUTHUECKUN YpPOBEHb OLIMOKH p mpuHuMaics paBHbiM 0,05.
OcHOBHBbIE Pe3yJIbTATHI HCCIAET0BAHUS M UX 00CYyKIeHH e

B 1 moarpynmy 6suto BKItoueHo 23 pedenka ¢ MB, 3 moarpynmna Obuia copMupoBana
u3 43 nereit mmamme 6 ner. ['pynmbel ObTM CONOCTaBUMBI MEXAYy co0oi 1Mo Bo3pacty (t-
KPUTEepHil 115l He3aBHCHMBIX BBIGOPOK, p = 0,298) u oy (kpurepwii 1%, p = 0,438).

[Ipu cpaBHeHuM mnokasareneil ¢usmyeckoro pa3Butus 601bHBIX MB M uX 370pOBBIX
CBEPCTHUKOB HE YCTAaHOBJICHO 3HaUYMMBbIX OoTiinuuit no pocty (U, p =0,729), B To Bpems Kak Bec
neteit ¢ MB 6bu1 menbie (U, p=0,017).

[Ipy MHCTPYMEHTANBHON OIIEHKE CTENEHU MAbIXaTeIbHOW HEIOCTATOYHOCTU METOJ0M
MyJIbCOKCUMETpUH, caTypauus (SpO;) ompenensiack B Mpeaeaax HOPMaIbHOTO JUana3oHa Uy
JETeH TPyMITbl KOHTPOJIS, U 'y 00apHBIX MB B iepuone pemuccuu 3adonesanus (U, p =0,071).

Onenka (QyHKOMM BHEUIHEro Abixanus ¢ momompio KB®DI' mokaszanma, 4To MeauaHbl
aKyCTMYECKHUX KOMIIOHEHTOB pabOThI AbIXaHUA y feTel | u 3 moArpynn HaXOoAUIUCH B IIpeenax
HOPMBI BO BCEX YaCTOTHBIX J[MAaNa3oHaxX, 4YTO OTPaXajl0 OTCYTCTBUE BEHTUIISILIMOHHBIX
Hapymenuii. OqHako y nereit ¢ MB oTmedena OombInasi, 4eM y 3J10pOBBIX Jull, BennunHa AP/l;,
XapaKTEePHU3YIOIIasi BO3MOXKHOE HAJIMYUE 00TYPaIlMOHHOTO KOMIIOHEHTa OPOHX000CTPYKTUBHOTO
CHHJIpOMa Ha YypOBHE OpOHXOB cpeaHero kamubOpa (tabmuma 1). D10 OBUIO CBSI3aHO C
HapyleHHeM MYKOLWJIHAPHOTO KJIWpeHca Yy OonbHbIX MB  BcneactBue — TedeHHs
BOCHAJIUTEIBHOIO MpoLecca U MPOAYKIIMU OOJIBIIOrO KOJIMYECTBA BA3KOM MOKPOTHI, KOTOpas,
TEM HE MEHee, aJeKBaTHO 3BAaKyHpOBaJlaCh M3 PECNUPATOPHOTO TpakTa Ha (OHE peryispHOn
MHTASMOHHON Tepanuy U KUHE3UTEePaIuu.

Tabmumna 1

Pesynprathl uccnenoBanus (yHKIIMK BHEIIHETO JIbIXaHUA JeTel Miaaiie 6 Jet
10 TaHHBIM KOMIIbIOTEpHON OponxodoHorpadpuu, Me [QL; QU]

OcHoBHas rpynna, KonTponbHas rpynna,

Hoxazarens 1 moarpynna I()r}ll =23) 3 HOII[)prrlHa (IF ZH43) P
APJT;, MmxJx 13,47 [7,22; 38,80] 32,26 [8,59; 61,35] 0,221
APJT,, MmxJIx 0,076 [0,026; 0,131] 0,053 [0,026; 0,122] 0,447
AP/, MmxJx 1,590 [0,954; 2,461] 0,896 [0,518; 1,940] 0,019*

[Ipumeuanue: p — kpurepuii ManHa-YUTHH, * — pa3nudus MeXIy rpynnaMu 3HaduMel, p < 0,05

Bo 2 nmoarpynmy Obut0 BKITtoueHo 25 nereri ¢ MB, 4 moarpynna 6su1a copmMupoBaHa u3
48 nereit ¥ MOAPOCTKOB cTapiie 6 yeT. ['pynmsl ObUTH cOMOCTaBUMBI MEXIy c000il 1o BO3pacty

(t-KpUTEpHii 1St He3aBHCHMBIX BHIGOPOK, p = 0,523) 1 oy (kputepuii x°, p = 0,617).
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[Ipu cpaBHUTETBHON OILIEHKE (U3HUYECKOTO DPA3BUTHS MAIMEHTOB 2 W 4 MOArpynm y
60onbHBIX MB oTMeueHsl 3HauMMO 0ojiee HU3KME TMOKa3aTenu (PU3NYECKOTO Pa3BUTHS Kak I10
pocty (U, p = 0,000), Tak u o Benuuune unaekca maccol Tena (U, p = 0,000).

OYHKIMOHAIBHOE COCTOSIHUE OPraHOB JIbIXaHUS OXKHUIAeMO ObLIO Xyxke y nereit ¢ MB.
Menuana SpO; B OCHOBHOW Tpymime Oblla HHMXKE, YeM B TpYIIe KOHTpoysi, U cocTaBuiaa 97,0
[95,0; 98,0] % npotus 98,0 [97,0; 99,0] % (U, p = 0,008).

Pesynbratel cimpomerpun OonpHBIX MB  oTpaxanum CHHXKEHHE (QYHKIHMOHAIBHBIX

BO3MOXKHOCTEH JIETKUX U ObUIM 3HAUMMO HHJKE, YeM Yy 3JI0pOBBIX JHIl (Tabauna 2).

Tabnuua 2
Pe3ynbrarel cniupoMeTpuu AeTeil OCHOBHOM U KOHTpOJIbHOM rpymi, Me [QL; QU]
OcHoBHas rpymma, KonTponbHas rpynmna,

Hoxasarer 2 noarpynna (n = 25) 4 noarpynmna (n = 48) p
KEJL, % 75,0 [62,0; 95,0] 92,5 [85,5; 100,0] 0,003*
OXEJL, % 70,0 [55,0; 84,0] 85,0 [79,0; 95,5] 0,001*
OB®y, % 72,0 [56,0; 90,0] 93,5 [86,0; 100,5] 0,00005*
I1CB, % 83,0 [71,0; 106,0] 95,0 [85,5; 105,5] 0,045%*

[Ipumeuanue: p — kputepuii MaHHa-YUTHHU, * — paznuuust MEXIy HpU3HAKAMU 3HAYUMBL,
p <0,05

[lo pesynpraram KB®I' noaTrBepkeHO HaNMUMe BEHTWISLUOHHBIX HApPYLIEHUU Yy
MAlMEHTOB OCHOBHOW TIpymmbl. BeTMYMHBI aKyCTHMYECKUX KOMIIOHEHTOB pPabOThI JbIXaHUS,
3apEeruCTPUPOBAHHBIE Yy JeTel, cTpagaromux MB, B HECKOJBKO pa3 MpEBbIIAIM 3HAYCHHS,
MOJIyYeHHbIE B Mpoliecce OOCIe0BaHUS KOHTPOJIBHOM TIpyNIbl. DTO CBHJETEIHCTBOBAJIO O

MOpaXCHUH KaK BEPXHUX, TaK U HIDKHUX JIbIXaTeNbHbIX MyTel npu MB (tabnuua 3).

Tab6mumna 3
OyHKIWS BHEITHETO JBIXaHUS JETeH cTapiie 6 et
M0 JaHHBIM KOMITbIOTepHON Oporxodonorpaduu, Me [QL; QU]
[ToxazaTenb OcHoBHas rpymnmna, KonTponbHas rpynmna, p
2 noarpynna (n=25) 4 noarpymma (n=48)
APJ1;, mx/JIx 112,02 [90,63; 124,66] 44,88 [18,07; 83,25] 0,000003*
APJ1,, mxJIx 0,169 [0,073; 0,294] 0,032 [0,010; 0,090] 0,000005*
APJ15, mxJIx 2,597 [1,667; 3,079] 0,537 [0,119; 1,609] 0,000003*

[Ipumeuanue: p — kputepuil MaHHa-YUTHHU, * — paznuuus MEXIy NpU3HAKAMU 3HAYUMBL,

p <0,05

YyscrButenbHocTh Kb®I' B auarnoctuke OponxuanpHOW obcTpykuuu y aereid ¢ MB

cocraBuna 68,75 %, cnerupuanocts — 100 %.

Takum oOpazoMm, y OonbHbIX MB Miaame 6 1er B CpaBHEHHH CO 3/10pPOBBIMH

CBEpCTHUKaMU 110 JaHHBIM

KB®I' ormedanocs moBeimenne AP,

KakKk IpOABIICHUC

OOTYpaLlMOHHOTO KOMITOHEHTa OpOHXOOOCTPYKTMBHOTO CHHApOMa. B crapmieli Bo3pacTHOU
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rpynmie mpu MB mo pesynbraram KB®I' nHaGmoganock mnopaxkeHHWE BEPXHUX W HIDKHHX
JBIXaTEIbHBIX MyTEH.

Jlanee Obla JaHa OIEHKA COCTOSHUS (DYHKIIMHM BHEIIHETO JBIXaHUS JETEH, CTPalatonuX
MB, B 3aBUCHUMOCTH OT KJIMHHYECKUX OCOOCHHOCTEN TeueHUs 3a00JIeBaHUS.

Y mnanueHtoB | MNOArpyImbl, MMEBIIMX 3aTPyJHEHHE HOCOBOTO JbIXaHUS Ha (QoHe
TEYCHUS XPOHUYECKOTO cuHycuTa, meanana AP/, nocturana 105,7 [55,9; 113,9] mx/x u Obuta
CYIISCTBEHHO BBIIIIE, YeM Y JeTel 0e3 mpu3HakoB HaszanbHOW oOcTpykuuu (U, p =0,017).
Hannumne nepubponxuanbHor wHmibTpanuu mo mgaHHbiIM MCKT Jerkux compoBOXKIanoch
Ooonee BbicokuMH 3HaueHusmu APJ[; (U, p=0,007), ogHako W3MEHEHHUs TIOKa3aTes
PEruCTPUPOBAIHUCH B Mpeesiax HOPMATUBHOTO JUANa30Ha, YTO CHUYXKAJIO €ro JUArHOCTUYECKYIO
3HaYMUMOCTh. Y TAIMEHTOB C Pa3sHOKATHMOEPHBIMH BIXHBIMH XpUIIaMH UHTEHCUBHOCTH AP]l,
noxonuina go 0,148 [0,110; 0,323] mx/x npotus 0,046 [0,021; 0,119] mx/lx y GonpHBIX, HE
MMEBIINX NaToJO0ru4eckux JpixaTenbHbiX mymoB (U, p = 0,016). OGTypamus rycTbiM CEKPETOM
MPOCBETa MEJNKUX OpOHXOB CIOCOOCTBOBala HAPYIICHUIO OpPOHXHUAIBHOW TMPOBOAMMOCTH:
3HauuTenbHOoe ycuienue curnaina APJl, ormeueno npu Hanmunun MCKT-npusnakoB MmykocTaza
(0,323 10,127; 0,331] mx/Ix, U, p=0,027) u 6ponxuomura (0,327 [0,323; 0,331] mx/x, U,
p=0,031).

[Toermienne AP/l; y aereit 2 moarpytrsl, Kak U B 1 moarpyrre, ObLIO aCCOLMUPOBAHO C
HaszanpHOM oOctpykumeit (U, p=0,007), omHako maHHBIE W3MEHEHHs HOCHIN Ooiee
BBIpaXXeHHBIN XapakTtep, nocturas 119,1 [106,3; 129,4] mx/x. Menunana AP/[; He BbIxoauma 3a
npenensl pe)epeHTHOTO MHTEepBaja, a ee 0oyiee BHICOKUE 3HAYEHHS OTMEYAIIUCH MPU HATUYUU
nepuOponxuanbioil uHpmibTpauu (U, p=0,031) u nmpusnakoB mykocraza (U, p =0,025).
OOTyparus npocBeTa MEJIKUX ABIXaTEIbHBIX MYTEeH T'yCTHIM BSI3KMM CEKPETOM CIIOCOOCTBOBAjA
HapacTaHHI0 OPOHXOOOCTPYKLMH U CyliecTBeHHOMY noBsiienuto AP/l no 0,283 [0,177; 0,316]
Mk/Dx (U, p =0,006). He ycranoBneHo 3Hauumoro ysenudenus AP/, npu Hanuuuu y G0JbHBIX
oponxosktazoB (U, p = 0,074), oqnako y nereit, Ha MCKT-cHuMKax KOTOpBIX 0OHAPYKUBATUCH
3arOJIHEHHBIE COJIEP)KUMBIM OpoHXO03KTa3bl, AP/[, Ob11 B 2,6 pa3 BbIlIe, YeM Yy TMAIUEHTOB C
OponxodkTazamu 6e3 mpu3HakoB Mmykoctasa (U, p = 0,021), uTo moguepKuBaio posib aHOMaJIbHO
T'YCTOM M BS3KOH MOKPOTHI B MMaToreHe3e OpoHX000CTpyKTUBHOTO cuHApoMa nmpu MB. Hannuue
MyKOCTa3a TakKXe CIOCOOCTBOBAJIO 3HAuMTeIbHOMY cHukeHutro O®PB; y gereit ¢
oponxoskrazamu (U, p = 0,0006).

YuuTeiBas BBIIIEH3I0XKEHHOE, HE3aBUCHMO OT Bo3pacta OombHOro MB, moBblieHne
APJI; 6onee 100 mxJ>x ObUIO acCONMMPOBAHO C Ha3albHOW 0OCTpykumew, mosbiienue APJl,

6onee 0,2 Mx/[x Ob17I0 00YCITOBICHO HATMYMUEM MYKOCTa3a.
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B mnocnenyromeM mnpoBoauics aHanu3 (PaKTOPOB, OKAa3bIBAIOIIMX MOTEHLHAIbHOE
BIMSIHUE Ha (DYHKIMOHAIBHOE COCTOSHHME OpraHoB apixanus npu MB. PaccmarpuBanuch
Hemonudunupyemoie (kmacc myrtamuii CFTR u mon) u momudpuuupyembie (Mukpodopa
JIBIXaTEIbHBIX MyTeH) (pakTopBhI.

Yacrora BcTpewaemoctu mnonmumopdHbix BapuantoB CFTR y nereit Omckol obiactu
Obula COMOCTaBUMAa C POCCHUHCKMMHM JaHHBIMH. bBbBUT TpoOBeAEH aHAIW3  KIMHHUKO-
(YHKIIMOHATBHOTO COCTOSIHASL OpPraHOB JIbIXaHUS y TAlMEHTOB OCHOBHOW TpYyNIbl B
3aBHCHMOCTH OT KJIACCOB BBISIBJICHHBIX MYTAallHi.

B 1 moarpynmne 60onbIIMHCTBO OOJIBHBIX (9 YeoBeK) OBLIIM TOMO3UTOTAMHM 110 MYTallUsIM
CFTR 1l knacca. I'enorunsl, romo3uroTHsie no mytauusm CFTR 1 knacca, BbISIBIIEHBI Y 3 1€TeH,
4 pebenka ObuH KoMmMmayHA-reTeposuroramMu mo mytamusmM CFTR 1 u I kmacca. «Msirkue»
mytrauuu CFTR (IV knacc) nuarHoctupoBanbl y 3 manueHToB. CocTossHME OOJIBHBIX B
cootBerctBun co IHIIIBb xapakTtepusoBanochk kak yaosierBopurenbHoe (H, p=0,203).
Haunbonee yacteim n3menennem Ha MCKT Obuta HEpaBHOMEPHOCTH ITHEBMATHU3ALIUH JIETOYHBIX
MoJIeH, OTpakaBmlas Hamuuue OpoHXomyiabMoHanbHOU ob0cTpykmuu (F, p=0,269). Ona
BCTpeyanach y MOJABISIONIETO OONBIIMHCTBA MAIMEHTOB HE3aBUCHUMO OT KJIACCOB MYTallUl
CFTR. Tlpn ananuze npotokoioB Kb®I' Benmuunst APJl;, AP/l u AP/l; Haxomumuce B
npeenax HOpMaIbHBIX 3HaueHHH. CyIIeCTBEHHBIX OTIMYMN B ()YHKIMU BHEIIHETO JIBIXaHHS B
nuanaszone Hu3kux (H, p=0,891), cpeanux (H, p=0,997) u Boicokux yactor (H, p =0,550) y
neTed | moArpymmsl B 3aBUCUMOCTH OT Ky1accoB MyTanuii CFTR He yCTaHOBJIEHO.

Bo 2 moarpynne npeo6naganu manueHTsl, ToMO3uroTHeIe o myTanusm CFTR 11 kmacca
(11 nmereit). Heckomnbko pexe BCTpedaauch 0OJIbHBIE, KOMIAYH/-T€TEPO3UTOTHBIE IO MyTalUsIM [
u Il xmacca (9 yenoBek), y 2 nereit OblTM OOHAPYKEHBI 1Be MyTaruu | kiacca, 1 pedbeHOK umen
«msarkuity renorun (V knacce). Knuandeckoe coctosiHue 00IbHBIX OBLIO PacIieHEHO Kak cpeiHei
soxecty (H, p =0,698). OT™MeueHo, 4TO 1€TH, KOMIAyHA-TeTepo3uroTHsie mo mytauusm I u II
Kjlacca, 3HauuMO dame (GOpMUpOBaIM OpOHXOdKTa3bl B CpPaBHEHUMU C MalMEHTaMH,
roMo3urotHeiMu 1o mytauusMm Il kmacca (F, p=0,042). OTHOCUTENbHBIN pUCK pa3BUTHUS
OpOHXOPKTa30B MpHU TEHOTUIE, KOMIAyHI-TeTepo3urorHom mno wmyramusm | m Il kmacca,
coctasun 1,833 [1,07; 3,14]. [onoOHbIN pe3ynbTaT 0OBSICHUM OOJBIIMM YTHETEHHEM (YHKIIUU
6enka CFTR y 601bHBIX, KOMIAYH-TeTepO3UroTHHIX 1o MyTauusaMm | u Il kinaccoB, B cpaBHEHUN
¢ koMOuHanusaMu anjene, orHocsmuxcs ko 11 knacey. Ilpu nposeaennu cnimpomerpun 1 KbOI'
3HaYMMBbIX OTJMYMI B TOKa3aTensx (YHKLIMM BHEIIHETO JbIXaHHWS Yy JAeTell ¢ pa3iuyHbIMU
knaccamu mytaruii CFTR ue BoisiBiero (H, p = 0,883 mins ODBy, p = 0,905 mist AP/L,).

TakuMm 006pa3oM, He yCTaHOBJIEHO BiIUAHUA Kiacca myTanuu CFTR Ha (QyHKIMOHAIBHOE

COCTOsIHHUE OpPraHoOB AbIXaHHA Yy IMAIIMCHTOB 2 MOATPYIIIIEI. OI[HaKO y 60.]'H)HI)IX, KOMITayH/I-
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reTepo3uroTHeix mo myrtamusMm [ u Il kmaccos, B 1,833 pasa moBblieH puck (GopmMupoBaHUs
OpOHXO03KTa30B B CPaBHEHHUH ¢ roMo3urotamu 1o myrarusm Il kmacca. CrneayeT npeanoioKuTh,
YTO B JaJbHEHUIIIEM 3TO MOXKET MPUBECTU K XYM MOKA3aTENSIM JISTOYHOU (DYHKIIUU Y JaHHON
KaTeropuu OOJIbHBIX 3a cyeT 0oJjiee HHTEHCUBHOIO HApacTaHUs SIBJICHUI OpOHXO000CTPYKLIUH.

s yrouHEeHHs BO3MOXHBIX TEHICPHBIX pazIu4yvii B TEYECHHUH OpPOHXOJIETOYHOTO
mporecca nmpu MB Obula TpoBefcHA CpaBHHUTENbHAS OLEHKA KIWHUKO-(QYHKIIMOHATHHOTO
COCTOSIHMSI JIETE€U B 3aBUCUMOCTH OT I10JIa.

Cpenu nmanueHToB 1 moArpynmnsl 0OTMEYEHO HE3HAYUTENbHOE MpeodiIaianue AeBoyek — 13
(56,5 %). Ha MomeHT mipoBefieHUS] 00Ce0BaHUS UX KIMHUYECKOE COCTOSHUE ObLIO PaclieHEeHO
KaK yJIOBIIETBOPUTEIbHOE, MAIBUUKOB — Kak xopomee (U, p =0,089). ¥ GoIbHBIX >XKEHCKOTO
mojia yanie HaOmoganuchk udMeHenus Ha MCKT nerkux, oaHako JaHHEBIC OTIHYMSA ObLIM HE
sHauumbl (F, p>0,05). Pesynmpraret KB®I' cooTBeTcTBOBaJIK HOpPME BO BCEX YACTOTHBIX
nuanazonax. 3nadenuss APJ[; (U, p=0,204), AP/l (U, p=0,495) u AP/l; (U, p=0,369) y
MaJIbUYMKOB U JICBOUCK OBLIN COIMMOCTAaBUMBI. TakuM 00pa3oMm, y JeTeill JONTKOJIBHOTO BO3pacTa He
YCTAaHOBJICHO 3HAYMMBIX TCHIEPHBIX pa3Iu4uii B KJIMHUKO-(QYHKIIMOHALHOM COCTOSIHUU
OpraHoB JIBIXaHUsl, OJTHAKO MPOCIIEeKMBATIACh TEHICHIIUSA K Oosiee TsKenoMy TeueHuto MB y muig
KEHCKOTO TOoJa.

Cpenu manueHToB 2 MOArPYIIBI OTMEUECHO HE3HAUYUTEIHHOE TPE0OIIaJaHie MaThuUKOB —
13 (52 %). Knuaudeckoe cocTosiHue aeTel 000uX TPy ObLIO paClieHeHO KaK CPeIHEH CTereH!
TSOKECTH, OJHAaKO MeawaHa utoroBoro Oamna mo IIIIB y nmeBodek Obula 3HAYUMO HUXKE U
npuOIIKamach K 3HAYCHHSIM, OTpa)karoluM Tsbkenoe TedeHue 3aboneBanus (U, p =0,001).
O6ocTpeHus pecnupaTopHOro CHHIPOMA Yallle OTMEUAIUCh Y JIUII )KEHCKOTO T0JIa: Y HUX B TOJI
ciyqanock 1o 3,0 [1,5; 3,5] smuzonos mpotus 1,0 [1,0; 2,0] y nun myxckoro nona (U, p = 0,02).
bonee Tsaxkenoe mopakeHHWE OPraHOB JbIXaHUS HAOMIONATIOCh B TPYIIE ACBOYEK: Y HUX IO
nanHbiM MCKT 3HaunMo wame BBIABISUIMCH Mpu3Haku sMmpuzemsl nerkux (F, p =0,005, OP
4,875 [1,31; 18,17]), 6ponxuonuta (F, p = 0,005, OP = 3,611 [1,29; 10,06]), nueBmodudpo3a (F,
p=0,039, OP = 1,625 [1,06; 2,49]), 6ponxoskrazos (F, p=0,005, OP =2,167 [1,21; 3,89]), a
MpU TPOBEICHUU CIHPOMETPUU PETUCTPUPOBATUCH Oo0Jiee BBIpAKCHHBIE BEHTHIAIIMOHHBIC
HapyuleHus. B rpymnmne neBouek ycrtaHoBiieHa MeHblnas BenuuumHa JKEJI, kotopas cocraBuia
60,5 [56,0; 87,5] % mpotus 84,0 [74,0; 103,0] % y manpuuxoB (U, p = 0,034). Pazauna meauan
O®B; nu ®XEJI 6p11a Ha mopore 3Haunmoctu (U, p =0,073 u p = 0,053 coorBercTBeHHO). [lo
naHHbiM KBOI' He ycTaHOBJIEHO TeHAEPHBIX OTIMYHMI B TEUEHHE PECIUPATOPHOIO CHHJIpOMA Y
O6onpHBIX cTapmie 6 ser. 3nauenus APJl; (U, p=0,463), AP, (U, p=0,913) u AP/; (U,

p =0,935) y MaJIbUKOB M I€BOYEK OBUIH COMTOCTABUMBI.
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[To pe3ynbTaTaM uCCIEIOBAHHUS YCTAHOBJIEHO, YTO y J€BOouYek crapmie 6 ner MB
XapaKTepu30BaJICs Ooyiee TSDKENBIM TEUEHHUEM PECHHpPATOPHOTO CHHAPOMAa B CPaBHEHUH C
MaJIbYMKaMH. DMH307b6I 000CTPEHUI OTMEYAIHCh Yalle, (YHKIIMOHAIFHOE COCTOSIHHE OPraHOB
JbIXaHUST XapaKTepu3oBajoch Oosbluel creneHbto cHikeHus JKEJI, mpu comocTtaBUMBIX C
MaibunkamMu pesyiabratrax KB®I'T B BbicOKOYAacTOTHOW YacTu crektpa. JKeHCkuil mmoa B
IIKOJIBHOM M TOAPOCTKOBOM Bo3pacte moBbiman OP ¢opmupoBanus sMQuzeMbl JIerKux,
nHeBMO(HOpo3a, OPOHX0IKTA30B U OPOHXHMOJINTA.

Brnusaue xponmueckoir wuHpexknuu Pseudomonas (P.) aeruginosa Ha TedyeHHE
pecnpatopHoro cuHjapoma npu MB xopomio uszydeHo. B HacTosuuié MOMEHT aKTyallbHOM
3a/1auel SIBJIACTCS ONUCAHME aKyCTUYECKUX XapaKTEPUCTUK AbIxaHus 110 faHHbIM Kb®DI' y nerei
C pa3IM4YHbIM MUKPOOMOJIOTUYECKUM CTaTyCOM, BBUY OTCYTCTBHS IaHHBIX IO 3TOW IpodIieMe.

B teuenue 12 mecsieB, MpeaIecCTBOBABIINX MPOBEACHUIO HCCIEIOBAHUS, XPOHUUYECKAs
KOJIOHM3allMs JIbIXaTeabHbIX IyTel P. aeruginosa ycranoBieHa y 2 (8,7 %) nereit 1 moarpymnisl,
MHTEPMUTTUpPYIOMUK pocT P. aeruginosa Obu1 3adukcuposan y 7 (30,4 %) nereit. Uyts Oosnblie
TpeTu nanueHToB (8 yenosek, 34,8 %) umenu craTyc O0JIBHBIX, CBOOOAHBIX OT P. aeruginosa, a 6
yenoBek (26,1 %) Hukoraa He 0BT HHPUIIMPOBAHBI CHHETHOMHON MATOYKOM.

OtmedeHa TeHICHIMS K YXYALICHUIO KIMHUYECKOTO COCTOSIHUS AeTel B 3aBUCUMOCTH OT
ux Mmukpoduonorudyeckoro craryca (H, p=0,083). B ciayuae XpoHMYECKOW KOJOHH3ALUU
P. aeruginosa y G0OJBbHBIX OTMEYATUCHh 0oJiee BHICOKHE HU(PHI CPEAHETO JAABICHHS B JIETOYHON
apTepuu, AOCTHUrarolue 3HadeHui jgeroyHoi runeprensun 1 crenenu (H, p =0,034), a Taxxke
CYIIECTBEHHO BO3pacTajla 4acToTa OOOCTPEHMH pPecupaTOpHOrO CHHAPOMA B CPaBHEHUU C
HUKoTJa He nHuMpoBaHHbIMH P.aeruginosa imumamu (H, p = 0,018).

[To nanaeiM KB®I" y gereit ¢ xponnyeckoit nndexiuei P. aeruginosa peructpuponanach
BbIp@)KEHHasi OOCTPYKIMA Ha ypoBHE Menkux OponxoB. Meamana APJl, B maHHON rpymme
cocraBuna 0,327 [0,323; 0,331] mx/Ix (H, p=0,025). 3nauumpix otnuuuii B ypoBHsx APJl; u
APJl; y neteit B 3aBUCUMOCTH OT MUKPOOHOJIOTHYECKOTo craryca He noiydero (H, p=0,304 u
p =0,154 coorBercTBenHO). [Ipusnaku mykoctasa (F, p =0,012) u 6pouxuonura (F, p =0,007)
no pesyinbrataM MCKT nerkux uamie oOHapy>KMBAJIUCh y JeTel ¢ XPOHHUUECKOW CHHETHOWHOU
UHEKIUEH.

C BO3pacTOM OTMEUEHO CYIIECTBEHHOE H3MEHEHHE CTPYKTYPbl MUKPOOHOIOTMYECKOTO
npoduns OonbHbIX. [Ipy MOHUTOpPHUHTE MOCEBOB MOKPOTHI JIeTeil 2 MOArpymmbl B TeueHue 12
Mecs1eB XpoHudeckas uHdekus P. aeruginosa Obuta ycranoBineHa y 12 (48 %) denoBek, pexe
OTMEYaJICs WHTEPMUTTUPYIOUINI BbiceB matoreHa — B 5 (20 %) cmydaeB. Ctaryc OONBHBIX,
cB0OOHBIX OT P. aeruginosa, Obut 3apeructpupoBad y 7 (28 %) nereid, 1 (4 %) peOeHOK HUKOTIA

He Obu1 nHpuuMpoBaH P. aeruginosa.
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Jlyymme 1mokasaTenad KIMHHYECKOTO COCTOSIHMA HAONIONANINUCh Yy MAlMEHTOB ¢
MHTEPMUTTUPYIOIIKM BbiceBoM P. aeruginosa (H, p = 0,022). Kak u y nereit | moarpynmsi, Bo 2
MOJTpyIne HauOOJbIas YacToTa OOOCTPEHMI PECUPaTOPHOTO CHUHApPOMA OTMEYalach MpHU
xpoHnueckoM uHbuimpopanuu P. aeruginosa (H, p =0,030). Cpennee naBieHue B JICTOYHON
apTepud B JAaHHOM BO3pacTe HE MMENO0 3HAYMMbIX OTJIMYUH MeXAy OOJbHBIMU U
COOTBETCTBOBAJIO JierouHo runeprensuu 1 crenenu (H, p = 0,395). Xponuueckasi ciHETHOHas
uHOeKkus Oblla acCOIMUPOBAaHA C BBIPAKEHHBIMU CTPYKTYPHBIMH W3MEHEHHSIMH B JIETKUX,
TakuMu Kak Oponxoskrassl (F, p=0,011), smbuzema (F, p = 0,024), mykoctas (F, p = 0,003).

[Io paHHBIM CHMPOMETPUM IOATBEPKACHO HETaTMBHOE BIMSIHUE XPOHMYECKOIO
MH(EKIMOHHO-BOCTIAJIMTEILHOTO TIpoliecca, O0O0ycioBieHHOoro P.aeruginosa, Ha COCTOSHHE
(GyHKIMM BHEHMIHEro JAbIXaHus y OombHBIX MB. V gereit ¢ xpoHuueckoil HHQeEKIHen
P. aeruginosa HaOmronanuck Haubosiee TsHKENble BEHTWISILIMOHHBIE HAPYIIEHUs, CO CHUKCHUEM
@®XKEJI no 56,0 [42,5; 70,5] % (H, p=0,034) u O®B, no 57,5 [45,0; 71,5] % (H, p=0,016). B
TOXKE€ BpEMsl aHAJIU3 MATTEPHOB JIbIXaHUS B 3aBUCHMOCTH OT MHMKPOOHOJIOIMYECKOIO CTaTyca
OOJBHBIX HE BBISIBIJI 3HAUYMMBIX oTimumii B BenmumHax APJl; (H, p=0,135), AP, (H,
p=0,090) u AP/l5 (H, p = 0,248) mexay rpymnmnaMu; oTMe4eHa TeHAeHIMs K noBbimeHno AP/,
npu xpoHuuyeckoil uHpexkuuu P. aeruginosa. BeposTHee Bcero, y OOJBHBIX C XPOHHUYECKOM
uHbpeknuer P. aeruginosa B yCIOBUSAX BBIPXEHHOTO MyKocTaza HaOmromancs (eHoMeH
«rauieHusd 3ByKOBbIX CUTHAJIOB Kb®I'.

Takum oOpa3oMm, He3aBHUCHMMO OT BO3pacTa JeTed, XpOHHYecKoe WH(UIMPOBAHUE
CUHETHOMHON NaJIOYKOW COMPOBOXKIAJIOCH NpU3HAKaMU MyKocTtaza nmo naHHeiM MCKT, a y
neTed crapmie 6 JieT yaile OOHapyXMBAJIMCh OpOHXO03KTa3bl M 3Mdu3eMa. Pe3ynbrarsl
CIIMPOMETPUN CBUJETEIILCTBOBAIN O OOJBIIEH TSHKECTH OOCTPYKTUBHBIX U3MEHEHUH y TaHHOM
kareropuu OonbHbIX. KBDI' B ciiyyae XpoHMYECKONH CMHETHOMHON MH(EKLIUU COMpPOBOXK/IaIach
CYLIECTBEHHBIM NOBbIIEHNEM AP/l y neTeil NOmKOJIbHOr0O BO3pacTa, B rpynne AeTel crapie 6
net APJl, He uMen 3HAaYMMBIX OTJIUYHM OT «CBOOOJHBIX» U HE MHPHUITMPOBAHHBIX P. aeruginosa
JIUL, BEPOSITHO, 3a CYET 3aTyXaHMS 3BYKOBBIX CUTHAJIOB B YCIIOBHSIX BBIPAXKEHHOI'O MYKOCTA3a.

[Tocnenaum sTanom paboTsl OBUIO COMOCTABIECHHE OCHOBHBIX ITOKa3aTelNeil CIupoMeTpHH
u KbBOI' y Gonbubix MB, ¢ mocneaytomelr pa3paboTkoi croco0a JUarHOCTUKU CTENEHH
OOCTPYKTHUBHBIX HapyuieHui BeHTHIsAIuU 1o naHHbIM KBOI' y nereit ¢ MB g onpenenenus
TSYKECTH U MTPOTHO3a 3a00JIeBaHUS.

Jlng  ycTaHOBIEHMS B3aUMOCBSI3€M MeEXAy OCHOBHbIMU TnokazaresnsMu KbOI' u
CIMPOMETPUN OBUT NMPOBEJCH CPaBHHUTEIbHBIN aHaIM3 MATTEPHOB JABIXaHUS U CHHPOTPAMM Yy
JeTel 2 MOArpyNIbl B 3aBUCUMOCTH OT CTENEHH TSDKECTU OpOHXMATBbHOW OOCTPYKIUU. YKe Ipu

JIETKOW BEHTHJIAIIMOHHON HEOCTAaTOYHOCTH oTMeuanoch noBeimenne APJl; u AP/, B To Bpems
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kak APJI; He BbIXOama 3a mipenenbl pedepeHTHRIX 3HaueHnr. [1om00HbIe pe3yabTaThl OTpakalIn
HapyIICHHE MPOXOJUMOCTH BO3AYXOHOCHBIX IyTeH Ha YPOBHE MEJIKHX OPOHXOB M BEPXHUX
JbIXaTEIbHBIX IIyTEH, YTO KpalHe XapakTepHo 11 MB.

[ToBermienrie APJl; y 6onbpHBIX MB OBLIO acconuupoBaHO C Ha3adbHOM OOCTPYKITHEH.
3Haunmoii B3auMocBs3u Mexay APJl; u ODB; He BoisBIeHO (ps, p = 0,056). Mexny APJl; u
ODB,; obHapykeHa yMEpeHHas OTpHIaTeIbHas KOppesuonHas cBs3b (ps=— 0,61, p =0,001),
onHako AP/l; y 6onbpHbix MB Haxomuiics B mpeaenax HOPMbI U [TO3TOMY HE MMEN 3HAYMMOTO
JMarHocThuyeckoro Beca. Hanboiiee cuiibHas KOPpENsSMOHHAS CBSA3b ObljIa YCTAHOBJICHA MEXIY
O®B;, u AP, (ps=-0,70, p=0,0001). Ilo m™epe HapacTaHUs CTCICHU TDKECTH
BEHTWJIALIMOHHOM  HEJOCTATOYHOCTH  OT  JIETKOM K  CPEIHETSDKEION  MPOUCXOIUIIO0
mporpeccupyromniee yBenumueHue Mmeauansl APJl;, HO mpu Tskelnod OpoHXO0OOCTPYKIHUU Y
OonpmuHCTBa OONMBHBIX AP/l Obl1 B mpenenax HOPMBI, YTO CIIOCOOCTBOBAIO OIMMOOYHOM

WMHTEPIPETAIMH PE3YIbTATOB (PUCYHOK 2).
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Pucynok 2. JlunamMuka akyCTHU€CKOr0 KOMIIOHEHTA pa0bOThI IbIXaHUs B JHANa30He
BBICOKHX 4aCTOT B 3aBUCUMOCTH OT CTEIIEHHU TSYKECTU BEHTHIALIMOHHON HETOCTaTOYHOCTH

Tsokenmast ~ BEHTWJISIIMOHHAs ~ HEJOCTATOYHOCTh  COIMPOBOXKAAJach  BBIPAKEHHBIM
MYKOCTa30M, YTO CO3/JaBaji0 KpailHE BBICOKYIO BEPOSTHOCTh TMOJHOW OOTypaluu MpOCBETa
OpoHxXa BSI3KOH MOKPOTOHM C IMOCHeayromel 0JI0Kaaol paclpoCTpaHEeHHs 3BYKOBBIX BOJH. DTO
MPUBOJIMIO K TIOJYYEHHUIO JIO)KHOOTpHULATENbHBIX pe3ynbraroB Kb®I' y naHHOW rpymnmbl
OOJIbHBIX.

[Tpu aHanu3e NOMOJHUTEIBHBIX MapaMeTpPOB, CIIOCOOHBIX BAMATH Ha BennuuHy ODB,,

OTMeYeHa CuibHas mpsmas cBsi3b Mexay O®B; u urtoroem Gamtom mo B (ps= 0,81,
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p =0,000001). Ycranosneno, uto BenuunHa ODB, y aereit, HaOpapmmx 40 u MeHee 0auIOB 1O
[IIIB, Opuia 3HAYMMO HIDKE, YeM Y JIMI, UMEBIIUX Ooyiee MsATKoe TeueHue 3adoneBanus (H,
p=0,001). ITo mepe HapacTaHWsl BEHTWJIALMOHHBIX HApPYLIEHUH OTMEYEHO NPOTPECCUBHOE
cHmkeHue cymmbl OamioB mo IHIIB, u wuroroBas orneHka y OOJBHBIX C TSDKEIOH
OpOHX000CTpYKIIMEH OblIa HUXKE, YeM B npounx rpymnmnax (H, p =0,002), e€ Mmenuana coctaBuia
37,5 [35,0; 40,0] 6amoB. iMeHHO y 3THX OOJIBHBIX OTMEYAJICs ()EHOMEH «TalleHUs» 3BYKOBBIX
curnanoB APJl,. YuuteiBas BbIIIEH3I0KEHHOE, Y peOeHKa, HaOpasiero 40 u MeHee 0aJUIOB 1O
[IIIb, cnexoBaio mpeAnoaraTh HaAJIMYKHE TSHKEIONH OPOHXUATBHOW 0OCTPYKIIMH, OCOOEHHO TIPH
norydeHuu pe3ynbraroB Kb®I', 61u3kux K HOpMaabHBIM.

Mexnay cymmoit 6amtoB mo B u BenmuuHol APJl, BBIABICHBI OTPHIIATEIbHBIC
KOppEJAIMOHHbIE CBsi3u cpenHen cuibl (ps=—0,50, p=0,011). Takum oO6pa3om, crajuo
BO3MOXXHO OTPEJEIIUTh 3aBUCIMOCTD, TO3BOJISIONIYIO OLIEHUTH CTENEHb TSKECTH OPOHXUAIBHOMN
oOCTpyKLIMHU y JeTelt miamie 6 JeT Ha OCHOBAaHUU KIIMHUYECKOU o1leHKu coctosiHus no LI u
BennuuHbl AP/, mo ganaeiM Kb®I'. Ognako 3aBucumMoctsh Mexay nokazatensimu ODB,, AP/l,
u ouenkor mno IIIIb oka3amace 0Oosee CIOXKHOW, YE€M MOXKHO NPEICTaBUTh JUHEHHBIM
ypaBHEHHEM. B cBs3M ¢ 3TMM MacCUB JaHHBIX OBbLI pa3J/ieleH Ha 2 YacTH:

1) manmenTsl ¢ onenkoi o LB 40 u menee 6amtoB (n = 6). B cBs3u ¢ Tem, uro LB
B JJAaHHOM CJIy4ae JI0BOJIbHO PUTHIHO OTpa)kajl COCTOSIHUE NAI[EHTOB, a TAK)XXE B CBSI3U C MaJIbIM
o0beMoM BBIOOPKH, orneHka mo LB He yunThiBanmachk. B3anmMoCBs3p MEXIy MOKa3aTelsIMU
O®B; (A) u AP/]; (B) onuceiBanach ypaBHEHHEM BHUJIA

A =1377,632B* - 601,5289B + 101,776 (1)

2) Iamumentsr ¢ ouenkoit mo LB Gonee 40 GamioB (n=19). B3aumocBszp MexIy

nokazarensimu O®B, (A), AP/1, (B) u ouenkoit o B (C) onuceiBanach ypaBHEHHEM BUJA
A =—4325460B° + 4354851B° — 1713726B" + 326601,2B* — 29544,15B* + )
+ 874,33B + 0,26C + 81,7

Ha ocHoBe coueranust MaTemaTrueckux mozenet (1) u (2) Obuta co3aHa KOMIbIOTEpHAS
nporpamMMa Prognosis (CBHAETENBCTBO O TOCYIApPCTBEHHOM pEerucTpanvy NOporpaMMmbl AJist
AJIEKTPOHHO-BBIUMCIUTENBHBIX MamMH  Ne 2018616255), mnoszBonsitomas NpOrHO3UPOBATH
BenmnunHy O®B; B 3aBHCHMOCTH OT KIMHHYECKOTO COCTOSIHUA peOeHka u pe3ynbtatoB KbODI'.
OnepaloHHbIE XapaKTEPUCTUKU MPOTpaMMbl XapaKTepU30BaIN pa3pabOTaHHYIO MOJENb Kak
xoporryto: kKodpdunmeHnT nerepmuHanuu coctaBua 0,88, cpemHsisi OTHOCHTENbHAs OMIMOKA
annpokcumanuu — 7,3 %.

Jlis OlleHKHM KadecTBa MOJYYEHHOM MPOTHOCTHYECKOW Mozenu Obuia moctpoeHa ROC—
kpuBas. [Inomans mox xkpuBoit coctaBuia 0,91753, 4To CBUIAETENHCTBOBAIO 00 «OTIUIHOM)

KauecTBe Mojeiau. YyBCTBUTENBHOCTh MPEAJIOKEHHON HPOrHOCTHYECKONM MOJETN COCTaBHiIa
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80 %, cneuuduunocts — 100 %. [lomyueHHas mporHocTUYecKasi MOJENb MTO3BOJIUIA ONPEIETISTh
pacuetHyro BenmumunHy OB®; Ha MOMEHT 0OCIeIOBaHHS, YTO HCKIIOYAIO OUIMOOYHYIO
uHTepnperanuio pe3yinpraroB Kb®PI' m TeM cambIM MOBBILATIO YYBCTBUTEIBHOCTH METOJA, a
CTENEHb TSHKECTH BEHTWISIIMOHHBIX HapylleHUH y pebeHKa ompenersuiach B 3aBHCHUMOCTH OT
npeackazaHHbiX 3HaueHuii OPB.

Takum 00pa3oM, yCTAHOBJICHO HAJMYME CHJIBHOW OTPHUIATEIBHON KOPPEIALHUOHHOM
cBs3u Mexay ODB; u AP/l,. B3auMocBsI3b TaHHBIX MOKa3aTeiel nMesa HeJTMHEHHBIN XapakTep.
JlomoHUTENbHBIA  yUET KIMHUYECKOTO COCTOsiHUSA OonpHOro ¢ wucnonb3oBanuem 1B
MO3BOJIMII Pa3paboTaTh MPOrHOCTUYECKYIO MOJIENb, 00JIaJa0YI0 BBICOKON YyBCTBUTEIBHOCTHIO

U crIeuu(pUIHOCTEHIO.

BbBIBO/bI

1. ®yHKIMS BHEIIHEro JbpIxaHUs y Aereil ¢ MB xapaktepusoBanach GpopMuUpOBaHHEM
OOCTPYKTHBHBIX HapylIeHWH BeHTHW MK 1o gaHHeiM KBOI. YV GonbpHBIX Miaame 6 et
peructpupoBaiach Ooibinas BenuunHa APJl3; B CpaBHEHHH CO 3/I0POBBIMH CBEPCTHUKAMHU.
VYcranoBneHo 3HaunMoe nosbiieHue Benuuud AP/, AP/, u APJl; y manmenToB crapiie 6 jier
B CpPaBHEHMM C KOHTpoJibHOM rTpynnoi. YyscrtButenbHocTh Kb®PI' B numarHoctuke
OponxuanbHOU 00cTpykuuu ipu MB cocraBmia 68,75 %, cienuduanocts — 100 %.

2. Hapymenue QyHKIuM BHEIIHEro IpixaHUs y OonbHBIX MB mo mamaeiM KBOT
XapakTepu3oBajoch narosornyeckuM mnosbiieHueM APJl; u  APJl,. IloBbimenue AP/
HaON01a7I0Ch MPH HAIWYUU Ha3aJbHOW OOCTPYKIMH BCIEACTBUE MOPAXKECHHS MPUIATOYHBIX
na3yx Hoca (1 moarpymma, p=0,017; 2 moarpymnma, p =0,007). Yeenuuenne AP/l ObL10
aCCOLIMMPOBAHO € 00Typaluel MpocBeTa HUKHUX JIbIXaTelIbHbIX MyTel Ha (oHe Mykocrtasa (1
noxrpymnna, p = 0,027; 2 noarpynmna, p = 0,006).

3. ComnocraBneHue OCHOBHBIX Nokaszareneil crnupomerpun U1 KbB®I' y GonpHbix MB
MO3BOJIMJIO YCTAHOBUTH HAJIUYUE OTPULATEIIBHOW CUJIBHOM B3aMMOCBSI3U MEXIY BEIMYHHOMN
O®B, u ypoBaem APJl, (r=-0,7, p=0,0001), uto caenano BO3MOKHBIM pa3pabOTKy criocoda
JUArHOCTHKU OOCTPYKTHBHBIX HApYIICHUH BEHTWIALMKM Yy OonbHBIX MB Ha ocHoBaHHH
pe3ynbTaTtoB KbOI'.

4. Croco® MUarHOCTHKK HapylieHWs (PYHKIIMU BHEUIHETO JbIXaHWS, YYUTHIBAFOIITUI
pesynabTatel KB®I' m KIMHUYECKOE COCTOSHHME OOJBHOTO, OIEHEHHOE B Oayuiax IIKabl
[IBaxmana-bpachunma, TMMO3BONMI  OMpPENENATh THKECTh OOCTPYKTUBHBIX  HapYIICHHUM
BEHTWISIMH Yy Aeteld ¢ MB mnaamie 6 net. PazpaboTanHasi mporHocTUYECKas MOJIETh paclieHeHa

Kak «oTaugHas» (riomaas moa ROC-kpusoit 0,91753).
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HPAKTUYECKUE PEKOMEHJALINAN

1. bonppiM MB wmmamgme 6 ner a1 OOBEKTUBHOW OICHKH COCTOSIHUSL (DYHKITUH
BHEUIHETO AblXxaHUs pekomenayetcs npoBoautb Kb®I' ¢ yactoroil He MeHee 1 pa3a B kBapTai C
MOMEHTA MOCTYIUIeHUs peOeHKa 1o/ Ha0oieHne B cienuanu3upoBansbiil Llentp MB.

2. Ilpu yBenmuenun APJI; cBbimie 100 Mk/[>x nereid, UMEIOMMX 3aTPyITHEHUE HOCOBOIO
IBIXaHUs, CIEAyeT HampaBIsATh Ha JIONOJHHUTENbHOE oOcienoBaHue  (KOHCYJIbTALUS
oronapunroiora, MCKT npugaTounsix ma3yx Hoca).

3. Unrepnperamuto pesyapratra Kb®I' B BhicOkouacToTHOW 4dactu cnekrpa (AP/l,) y
6oipHBIX MB crenyer npoBOIMTH € TMOMOINBIO IporpaMMHOro obecnedeHus Prognosis
(cBHIETENbCTBO O  TOCYAApCTBEHHOM  perucrpaluu  [porpamMmbl Uil AJIEKTPOHHO-

BeIUHCIUTENbHBIX MammH Ne 2018616255 ot 25.05.2018 roma).

CIIUCOK PABOT, OITIYBJIMKOBAHHBIX 10 TEME TUCCEPTALIUN
CraTbu, ony0JIMKOBAaHHbIE B PelleH3MPYyeMbIX KypHAaJIax
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Hemqunarpus. —2014. —T. 93, Ne 4. — C. 56-61.
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CIIMCOK COKPAIIIEHU

APJ1; — akycTu4ecKkuii KOMIIOHEHT pabOoThl JbIXaHUs B HU3KOYACTOTHOM JIMAIa30He

APJI, — akycTHuecKuii KOMIIOHEHT paOOThI IbIXaHUsI B BHICOKOYACTOTHOM Jaia3oHe

APJI; — akycTUuecKuii KOMIIOHEHT pa0OOThI IbIXaHUs B JUAa30HE CPEIHUX YACTOT

bY300 OJKB — GromkeTHoe yupexaeHue 3npaBooxpaHeHuss Omckon oOmactu «OO0macTHas
JeTcKas KIMHUYecKast 00JIbHHULIA»

AN — noBepuTenbHbIA HHTEPBAJ

JKEJI — )xu3HEeHHast EMKOCTD JIETKUX

KB®I' — kommbroTepHast Opouxoponorpadus

MB — MmyKoBHCIIU103

MCKT — mysnbTHCIIUpaiIbHAs KOMIIBIOTEPHAs TOMOrpadus

MyrTanus — IaTOreHHbl BApUAHT HYKICOTUIHON ITOCIIEN0BATEIbHOCTH

OP — oTHOCUTENBHBIN PUCK

O®B;| — 00b&M (OpcHpPOBAHHOTO BBIJI0XA 32 EPBYIO CEKYHIY

[ICB — nukoBasi CKOpOCTb BbIJIOXa

OI'bOY BO OMI'MY MunsnpaBa Poccun — ®DenepanbHOe TOCYIapCTBEHHOE OMOIHKETHOE
oOpa3oBaTenbHOE  YUpPEeXKACHHWE BbIcmiero  oOpa3oBaHus «OMCKUH  TrocynapcTBEHHBIN
MEIUIMHCKUI YHUBEPCUTET» MUHUCTEpCTBA 31paBooxpanenus Poccuiickoit Penepanyn
OXEJI — hbopcupoBaHHas )KU3HEHHAS EMKOCTD JIETKHUX

I — mkana [lIBaxmana-bpachunga

CFTR — reH MyKOBHUCIIMI03HOTO TPAaHCMEMOPAHHOTO PETYJIATOpa IPOBOAUMOCTH

F — xpurepuit Guiepa

H — kpurepnii Kpackena-Yonnuca

Me — mennana

P. aeruginosa — Pseudomonas aeruginosa

QL — HMXHUI KBapTUIIb

QU — BepxHHUIi KBapTUIIb

SpO, — catypanus

U — kputepuit Manna-YuTHu

Ps — KOppeianu-d CanMeHa
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