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BBE/JIEHHUE

AKTYaJIbHOCTh TeMbl HccjenoBanusi. MykoBuciugoz (MB) —
3a00JIeBaHUE C ayTOCOMHO-PEIECCUBHBIM TUIIOM HACJIeI0BaHUs, O0YCIOBJICHHOE
MaTOr€HHbIM BApUAHTOM HYKJICOTUJIHOW MOCIEAOBATEILHOCTU (MyTaluen) reHa
MYKOBHCITUIO3HOTO TpaHCMEMOpaHHOTO peryistopa mpoBogumocta (Cystic
Fibrosis Transmembrane Conductance Regulator, CFTR). Ono BcTpewaercs BO
BCEX ATHUYECKUX TPYINaX U C paBHOM yacToTOW y 0Ooux mojoB. Haubombinas
pacrpocTpaHeHHOCTh MB oTmedeHa cpelin eBpONEeOHI0B: MPUMEPHO KaxIblil 27
YEJIOBEK SIBISICTCSI HOCHUTEJIEM MYTaHTHOTO TE€Ha, a YacToTa 3a00JieBaHUA
coctaBisier 1 ciyyait Ha 2500 HOBOpOkaeHHBIX [138]. OpueHTHPOBOYHO B MUpE
npoxkuBaer 70000 denoBeK C  YCTAHOBIEHHBIM JuarHozoM MB, d4rto
MOATBEPKAAETCA JTAHHBIMU HAMOHAIBHBIX peructpoB. [lo cocrosauto Ha 2015
rong B CoenuHennbix IllTtatax Amepuku nHabmomanoch 28983 6GonpHbix MB, B
EBponeiickuii peructp MB Obimn BkitoueHsl JaHHble 42054 manueHTOB, B TOM
gucie u 2916 genosek u3 Poccuiickoit deneparuu [61, 139, 163]. B Toxke Bpems
cuutatb MB marosoruer  UCKIIOUMTENBHOM JIMI €BPOIIEOUIHOM  pachl
HEMPABOMOYHO: CJIy4au 3a00JI€BaHUs OMUCAHBI Y MPEICTABUTEICH MOHIOJIOUTHON
[125, 148, 162, 171] u nerpounnoii [ 145, 231, 265, 266] pac.

be3 cnemuduyeckoil Tepanuu OONBIIMHCTBO OOJBHBIX MB Henz0exHo
norubaroT B panHeM Bo3pacTe [49]. CoBepleHCTBOBAHHWE CHUCTEMBbI OKa3aHUS
MEUITMHCKON TTOMOIIU JETSAM U B3pOociabiM ¢ MB criocoOCTBYET CyIeCTBEHHOMY
YBEIMYEHUIO UX TPOJIOKUTEILHOCTH u3HU: B CoenuHeHHbIX [lITaTax AMepuku
U pa3BUTHIX cTpaHax EBpombl momis 6onpHBIX cTapiie 18 mer mpesbimaer 50%, a
MearaHa BeDKuBaeMocTH jocturaet 40 et u 6onee [139, 163]. B Hameii crpane
MB mno-npexxHeMy OCTaeTcsi MPEUMYIIECTBEHHO MeIUaTpUuecKoi MmpoOaeMoit:
manueHTsl Miagme 18 jer cocrtaBiadioT g0 75% oOT oO0liero uyucia JIuil,

ctpagatomux MB [163]. Menuana BbDKUBa€MOCTH OOJIBHBIX B MOCKBE U
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MockoBckol 001acTe TPUOTUKAETCS K MUPOBBIM 3HAYEHHUSM, B TO BpeMs Kak B
pernoHax ee Benu4rHa B 2-3 pasa Hmwke [12, 28, 46]. Kak oTMedaroT crienuaaicThl
Poccuiickoro 1nenrpa MB, momoOHBIN nucOanaHc B MEPBYIO ouyepeb CBSI3aH C
CYILIECTBYIOIIMMH HAa YPOBHE CYOBEKTOB Halled CTpaHbl mpodjeMamMu B
OpraHu3allid MEIUIMHCKON MOMOIIM JJIA JIaHHOM KaTteropuu OONbHBIX [45, 53,
68].

Benymeit npuunHON JeTadbHBIX HCXOM0B y Oo0NbHBIX MB  sBisercs
JIbIXaTellbHass HemocTaTodHocTh [49, 61, 139, 163], OCHOBHBIM MEXaHH3MOM
MPOTPECCUPOBAHUS KOTOPOU SIBIsICTCS (PYHKIIMOHUPOBAHUE MOPOYHOTO Kpyra
«BocTialieHne — 00cTpyKIus — uHpexws» [49, 160].

Jlns MB xapakTepHO pa3BUTHE aCENTHYECKOrO BOCIAJIICHHS €IIE€ Ha HTaIre
BHYTpUyTpoOHOTO pa3BuTus mioaa [49, 186, 289]. B psane paboT otMedeHo, 4TO y
mur; ¢ myTarusiMd CFTR mpoucxonuT akTuBalus CHUHTE3a MPOBOCTIAIMTEIbHBIX
[IUTOKWHOB, YTO CTUMYJUPYET CEKPELHUIO CIU3U OOKaIOBUAHBIMU KieTkamu [ 140,
167]. Hannure 007BIIOr0 KOJIMYECTBA BHEKJIETOYHOM J€30KCHPUOOHYKIEMHOBOM
kucnoTel (JJHK) kak mnpomgykra rubenud KIETOK CIOCOOCTBYET MOBBIIICHUIO
BSI3KOCTH OpoHXHaabHOTO cekpera [70]. OxHako BeaymuM MEXaHU3MOM Pa3BUTHS
MYKOCTa3a SIBJSIETCS HApYIICHUE TPAHCIOPTa 3JIEKTPOIUTOB YEPE3 amuKaIbHYIO
MeMOpaHy SIUTEeTUaTbHBIX KIeTOK [111]. Peanusyemsiii B pe3ynbrare MyTalluu
neeKT XJIOpHOro KaHaja MPUBOAUT K CHIDKCHHUIO CEKpPElUU XJIOPUIIOB U
MOBBIIMICHUIO a0COPOIMM HMOHOB HATPUST W3 MEXKKIETOUYHOTO MPOCTPAHCTBA,
JeruapaTaiuu  OpOHXMAJIBHOTO CEKpeTa U YXYIAUIEHUI0 MYKOLMJIUAPHOTO
kiupenca [111, 160]. B panpHelmieM HEU30€KHO MPOUCXOIUT HACIOCHUE
MAaTOTEHHONW MUKPOQIOPHI, YTO CIOCOOCTBYET OKOHYATEIHHOMY (hOPMHPOBAHUIO
MOPOYHOT'O Kpyra U MPOTrPEeCCUPOBAHUIO JBIXATEIIBHOM HEOCTATOYHOCTH Ha (hOHE
JCCTPYKIIMHU 3JIaCTUYECKUX CTPYKTYp jerkux [49, 111].

Hcxons u3 3TOr0, BO3HUKAET HEOOXOAMMOCTh MOCTOSTHHOTO MOHHMTOPHHTA
(GyYHKIIMU BHEIIHEro JbIXaHWS y Bcex OonbHbIX MB, He3aBucuMMO OT BO3pacTa.
«30JIOTBIM CTaHIAPTOM» B HAcCTOsIIEe Bpems sBisieTcss cnupomerpus. O0bem

dbopcupoBaHHOTO BBIJIOXA 32 1 CEKYHIY B MPOLIEHTaX OT JOJDKEHCTBYIOIIEH HOPMBI
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(O®B,) aBnseTcs paHHUM U HauboJiee YyBCTBUTEIbHBIM MMAPAMETPOM HapYIICHHUS
BeHTWISIUK JieTkux [79, 285]. OmHako mpoBeneHHWE CHUPOMETPUH Y JeTei
CTAHOBHUTCSI BO3MO>KHBIM TOJIBKO Yy MAIIMEHTOB HE MJajlie 5-6 JEeTHero Bo3pacra
BBUJy HEOOXOJIUMOCTH HUX AKTHMBHOTI'O y4YacTHsl B HMCCJIEAOBAaHUU U TEXHUYECKHU
NPaBUJIBHOTO BBITIOJHEHHUS JABIXaTeIbHOTO MaHeBpa [43, 79].

[TpoGyiemy mo3BoIsET pelIUTh KoMIbloTepHas oOpouxodonorpadus (KbdI').
B ocHOoBe wucciemoBaHUS JIGKUT  pErucTpanus 3BYKOBBIX  ()EHOMEHOB,
BO3HMKAIOIIMX TPU CHOKOMHOM JBIXaHWU, C TOCJIEAYIOIIUM MPOBEACHUEM
KOMITHIOTEPHOTO aHAM3a U 00paOOTKM YaCTOTHBIX M BPEMEHHBIX XapaKTEPUCTHK
criekTpa 3Tux 1rymoB [38]. MeTox XopoIo 3apeKOMEHIOBaI ce0sl B TUArHOCTHKE
CKPBITOM OpOHXHMAIBHONW OOCTPYKIIUU MPHU OCTPHIX U XPOHUYECKUX 3a00JICBAaHUSX
opraHoB npixamms [5, 19, 25, 40, 128]. OcHoBHbiMuH mapameTpamu Kb®I'
SBJIIIOTCS. aKyCTHMYECKHM KOMIIOHEHT paOOThl JbIXaHUS B JUANa30HE HU3KHUX
yactoT (AP/l;), akycTrueckuii KOMIOHEHT pabOThI IbIXaHUS B AUAINa30HE CPEIHUX
yacTtoT (APJl3) ¥ akycTHYeCcKUid KOMIIOHEHT paOOThl AbIXaHUS B JUAINA30HE
BbICOKHX 4acToT (AP/Iy).

C nomompro KB®DI' ycTaHOBIEHO, YTO aKyCTHYECKHME XapaKTEPUCTHUKHU
neixanuss npu MB umeror cBom ocobenHoctu. Y 30% nereit, 6onpHBIX MB,
PETUCTPUPYIOTCS HAPYIICHHUS OPOHXUAJBLHOW MPOXOJAUMOCTH TPU OTCYTCTBUU
BBIPAKEHHBIX KJIMHUYECKUX MPOSBICHUN MOPAXKEHUSI OpraHoB JbixaHus. [Tomumo
3TOro, OTMEYEHO, 4YTO Npu TsHKeaoM TedeHneM MB mnokazarenun KbOIT B
BBICOKOYACTOTHOM JIMANa30He HAXOJATCS B MpejiesiaX HOPMAJIbHBIX 3HAYEHUM, 4TO
MOXET OBITh CJEACTBUEM BBIpAXXEHHOW aedopmaniu OpPOHXOB, MYKOCTaza U
«rameHus» 3BYKOBbIX (eHoMeHOB [78]. OxHako B HACTOSIIIMK MOMEHT METOJ| HE
MO3BOJISIET OIEHUBATh CTEMEHb TSIKECTU OpPOHXUAIBHOW OOCTPYKIIMH, TOJBKO
KOHCTaTUPys (PaKkT ee HAIUUUS.

OTKpPBITHIM OCTAETCSI BOMIPOC O BO3MOKHOM BiusiHuU Kiacca myTaruu CFTR
Ha (QYHKIUIO JIETKUX. B pdAne wuccienqoBaHUi YCTAHOBJIEHO, 4YTO OOJIbHBIE,
TOMO3HWTOTHBIE 1O MyTamusM | kimacca, WMeEOT Oojiee TSKENOe MOPaKeHUE

OpraHoB JbIXaHus, 4yeM Jjuna, Hecymue mytanuu |l kmacca [141, 173, 176].



7
Hannune BEHTHISLMOHHOM HENOCTATOYHOCTH Yy Aered ¢ MB B 3aBucumocTH OT
«TSHKECTW» TEHOTHUIIA TPAJULIMOHHO U3Yy4aJIoch ¢ TOMONIbI0 cimpoMerpun, KbDI'
JUISL 3THX LEJIEW paHee He IPUMEHSIIACK.

B Hacrosmee  BpeMs  COXpaHSAETCS  «TEHACPHBIM  paspeiB» B
IIPOJIOJDKATEIBHOCTH KU3HH MYKUMH M KEHIIMH ¢ MB: KCHIIMHBI JXHBYT B
cpexHeM Ha 3 ronxa Messlue. [Ipeamnosaraercs, 4ro 3TO CBS3aHO C BIIMSHHUEM
MOJIOBBIX TOPMOHOB Ha TEUEHHE JIETOYHOTO cuHApoMa [87, 156, 174]. Y 3m0poBbIX
JeTe TeHAEpHbIE OTJIMYMS B IOKAa3aTeNAX AaKyCTHMUECKOH paboThl JbIXaHUs
OTCYTCTBYIOT [6]. O1ieHKa TSKECTH BEHTWISIUMOHHBIX HApyIIeHU y 00apHbIX MB
¢ noMoibio Kb®I' B 3aBUCMMOCTH OT 10JIa paHEE HE MPOBOIUIIOCH.

Ponp OakTepuanbHBIX areHTOB B MPOTPECCUPOBAHUM 3a00JIEBaHUS HE
MOJUIC)KUT comHeHuto [200, 211, 225], ogHako MO HACTOSIIUM MOMEHT HE
YCTAaHOBJICHBI ~ JHMAarHoctuueckue  Bo3MoxkHOcTH  Kb®PI' B BBIABICHHH
OpOHXHMANbHOM OOCTPYKUMH Yy JeTell ¢ pas3InyHbIM MHUKPOOHOJOTHYECKUM
CTaTyCOM.

Crnenyer nomuepkHyTh, 4TO Hcnojb3oBanue Kb®I' sBisercs A0CTaTo4HO
NEPCHEKTUBHBIM U1 BBISBICHUS OpPOHXOOOCTPYKTHMBHOIO CHHApOMA y JeTei
paHHero Bospacta, crpagaromux MB. TpeGyercss mpojoikeHuE HCCIeI0BaHUN
JUIsl YTOYHEHMS AUAarHOCTUYECKOM 3HAYMMOCTH METO/A Y TAKUX MAlMEHTOB.

Iear padoTbl — OLEHUTH C TIOMONIBIO COBPEMEHHBIX METOJOB
UCCJIEIOBaHMSI KIMHUKO-()YHKIIMOHAILHOE COCTOSIHUE OPIaHOB JAbIXaHUS Y JIETEH,
OonpHBIX MB, nns  ynydileHHsT JAMArHOCTUKH TSDKECTH  OOCTPYKTHBHBIX
W3MEHEHH.

3agaum nccjie0BaHUA:

1. comocraBuTh MapameTpbl GYHKIMK BHEIIHETO AbIXaHUs y nereid ¢ MB u y

UX 3JI0POBBIX CBEPCTHUKOB;

2. YCTaHOBUTH COCTOSIHHE (PYHKIIMM BHEUIHETO IbIXaHHsS y JeTei, OOIbHBIX

MB, B 3aBUCHMOCTH OT KJIMHUYECKHUX OCOOCHHOCTEH TeUCHUS 3a00JICBaHMUS;

3. COMOCTaBUTH OCHOBHBIC TIOKazarenu ciupomerpun U Kb®I™ y 6ompapix MB

JIeTEH;
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4. pa3pabotath croco0 MUArHOCTHKM CTENEHH OOCTPYKTHUBHBIX HAapyIICHUM

BeHTW LMY 110 naHHbIM Kb®I' y nereit ¢ MB 1u1s onpenenenus TsKecTy u

POrHO3a 3a00JIeBaHUS.

Hay4ynasi HOBU3Ha

N3ydennl 0coOEHHOCTH (DYHKIIMU BHEIIHETO AbIXaHus 1o JaHHbIM KbOI™ y
nereid ¢ MB B cpaBHEHUU €O 3I0POBBIMH CBEPCTHUKAMH.

BrniepBbie BBISIBIICHBI U3MEHEHUSI MAPAMETPOB (PYHKIIMKM BHEUIHETO JIbIXaHUs
y Aeteil, 60apHBIX MB, B 3aBUCHUMOCTH OT KJIMHUYECKHX OCOOCHHOCTEH TeueHUs
3a00J1€BaHUS.

BriepBbie yCTaHOBIEHO HAIMYKME CHJIBHOM OTPULIATEIBHON KOPPETALIMOHHON
CBSI3M MEX]y OCHOBHBIMH MapKepamMHu OpOHXHAIbHOW OOCTPYKIMU MO JaHHBIM
cnupomerpuu 1 KbOI'.

Pa3paboTan WHHOBAalIMOHHBIM CHMOCOO JUArHOCTUKU CTEMEHU TSHKECTH
BEHTWISILIUOHHBIX HapymieHud (mateHT No2678952 «Cnoco0d aMarHOCTHKU
OOCTPYKTHBHBIX HapylIeHU (YHKIUNA BHEUIHErO AbIXaHUSI Y JIE€TEH, OOJbHBIX
MYKOBUCIIUJIO30M»), YUUTHIBAIOMIMKM  (PYHKIIMOHAIIBHOE COCTOSIHUE OpPraHOB
npixanug o gaHHeiM Kb®I' (ypoBenb AP/lp) u knumHuYeckue naHHble (0amn mo
mkase [1IBaxmana-bpachunaa).

IIpakTHYyeckasi 3HAYUMOCTD

KB®I' moxer OBITH HCHOJIB30BAaHA KaK CIIOCOO KOMIUIEKCHOM OILEHKHA
COCTOSIHUS BEPXHHUX U HIDKHHMX JIbIXaTeIbHBIX MyTel y OosibHBIX MB, HaunHas c
MIEPBBIX MECAIICB KU3HMU.

VY 6onpHbix MB mnipu nonyudenuu no pesynbratam KbB®I' 3nauenuit APJI;
6omnee 100 Mx ]k creayer mpeAmnoiaraTh HATMYKE HA3aJIbHON OOCTPYKITUH.

[ToBbimenne curnana APJl, ©Oonee 0,2 wMk/k cBuaeTenbcTByeT 00
OOCTPYKITMU HUKHUX JBIXaTEIbHBIX MyTEH 3a CYET 0OTYPAIlMOHHOTO KOMITOHEHTA.

Hetsm muammme 6 et nenecoodbpasHo npoBoauth Kb®I' B mensx pannero
BBISIBJICHUSI OOCTPYKTHMBHBIX H3MEHEHHMH W MOHUTOPUHTA pPECHUpPaTOPHOU
¢yukuuu. Mcnonp3oBanue mporpaMMHoro obecreuenus Prognosis («IIporpamma

I OLICHKU ®YHKHHH BHCIIHECTO JbIXaHUA Y ):[eTeﬁ ¢ MYKOBHUCHOHUI030M



9
Prognosis», CBUAETENBCTBO O TOCYAapCTBEHHOW PErHCTPalliU MPOTPaMM IS
AIIEKTPOHHO-BBIUMCIUTENbHBIX MalIiH Ne2018616255) criocoGCTBYeT KOPPEKTHOM
uHTepnperaunu pe3yiapbratoB Kb®I' y nereit ¢ MB.

IHo0keHus1, BLIHOCUMbIE HA 3AIIUTY

OOTypallMOHHBI ~ KOMIIOHEHT  OpOHXOOOCTPYKTHMBHOTO  CHHApOMA Y
OoonpHbIXx MB Mnaame 6 et nposiBisieTcss OOJbIIe, 4eM y 3J0pOBBIX JIHII,
BennunHoit APJl3. B crapmiem Bo3pacte y OompHBIX MB  Qopmupyrorcs
OOCTPYKTHUBHBIE HApYIICHUS CO CTOPOHBI BEPXHUX W HIDKHHUX JIbIXaTEJIbHBIX
Iy TEN.

BrisiBeHbI n13MeHEHUs mapaMeTpoB (GYHKIIMU BHEIIHETO JbIXaHUS Y JETeH,
O0onpHBIX MB, B 3aBUCMMOCTH OT KJIMHHYECKHMX OCOOEHHOCTEH TeueHUs
3a00J1€BaHUSI.

VY coBepllIeHCTBOBAHHBIM NOAXO0J K HHTEpnpetanuu pe3yibratoB KbOI' ¢
yuetoM oneHkun mo 1mkane IlIBaxmana-bpachunga mo3BOAUT 0OBEKTHBHO
OINPEENNUTh CTETIEHb BBIPAKEHHOCTH OPOHXHUAIBHOU 00CTpyKUIMHU y netei ¢ MB.

Amnpo0anus pe3yJabTaToB

OCHOBHBIE TOJIOKEHHSI AUCCEPTALMM J0J0XKEeHbl M o0cyxaensl Ha Xl
HanvoHalbHOM  KOHIpecce€ ¢  MEXKIYHAapOAHBIM  ydacTHEM «AKTyallbHbIE
npoOiemsl  MykoBuciugoza» 24.04.15, r. MockBa; Ha 40-ii koH(pepeHIUU
MeXTyHapOIHOM accolMalMi 10 HCCIICI0BaHUIO JieroyHblx 3ByKoB (40th
International Lung Sounds Association Conference), 25.09.2015, r. CaHkr-
[TerepOypr; Ha XXVI HannonanbHOM KOHrpecce 1o 00Jie3HSIM OPTaHOB JIbIXaHUs
18.10.2016, r. MockBa; na XIII HammonaneHoMm koHrpecce «I/HHOBalMOHHBIE
JIOCTUKEHHUSI B TUArHOCTUKE U Tepanuu mMykoBucuumosza» 28.04.2017, r. Ceprues
[Tocan, MockoBckas o61acthk; Ha XVI Poccuiickom konrpecce « THHOBaIlMOHHbBIE
TEXHOJIOTUU B MEIUATPUH U JETCKOW XUPYPrUU» C MEXKIYHAPOJHBIM y4aCTHUEM
25.10.2017, 1. MockBa; nHa XXVIIlI HamuoHnaabHOM KOHIpecce Mo OOJIe3HSIM
opraHoB Jpixanus 18.10.2018, r. Mockaa.

JIMYHBIN BKJIAJ aBTOPA
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ABTOpOM OCYIIECTBJIEH AHAJIU3 JINTEPATypPbl, OCBEIIAIOLIEH COBPEMEHHOE
COCTOSIHME MpoOJIeMbl TMOpakeHWs opraHoB AbixaHnusd npu MB. Ilpoeneno
KJIIMHAYECKOe 00ClieJOBaHUE TMAIMEHTOB OCHOBHOM M KOHTPOJBHOW TPYIIIHI,
BBIIIOJIHEHA OIIEHKAa KJIMHUYECKOrO COCTOosgHuS OoimpHBIX MB nereii B
coorBeTcTBUM co Ikanor IlIBaxmana-bpachunma (IIILB), BeImogHEHBI
GyHKUMOHATIBHBIE JMArHOCTHYECKHUE TecThl — mylbcokcumetpus, KBOI.
BBINIONIHEH CTAaTUCTUYECKH aHaNW3 MOJIy4yeHHOM uHpopmauuu. Ha ocHoBaHuuM
pe3yibTaTOB  HUCCIEAOBaHHUS  CHOPMYJIHMPOBAaHBI  BBIBOABI M pa3pabOTaHBI
IIPAKTUYECKUE PEKOMEHIALNN.

BHenpenne B IpakTHKY

JuccepranionHas paboTa BBINOJHATIACH B paMKaX MHUIIMATUBHOM Hay4yHO-
UCCIIEeI0BATENbCKOW padboThl «Pa3paboTka HOBBIX NOPOrpaMM M TEXHOJIOTUH
CHIDKEHHUSI TOTEPh 3/10pPOBbsS JIETCKOIO HAcCeJNEHUs» (HOMEp TOCyAapCTBEHHOU
peructpanun NeAAAA-A15-115123110105-5). Ee pe3ynbTarhl BOLUUIM B OTYETHI
0 HAy4YHO-HCCIIEJOBAaTENbCKOM paboTe (eaepalibHOro TrocyJapCTBEHHOTO
OIO/1’)KETHOTO 00pa30BaTEIbHOTO YUPEKACHHS BbICIIEr0 0OpazoBaHusi «OMCKHil
roCyAapCTBEHHBIA MEIUIIMHCKUN YHUBEPCUTET» MUHUCTEPCTBA 31paBOOXPAHEHUS
Pocculickon ®@enepanumu.

Martepuansl  AuccepTalliM  BHEJIPEHbI B NIPAKTHUECKYyI0  paldoTy
MyJIbMOHOJIOTHYECKOTO OTAENECHHS OIOJIKETHOTO YUPEKIEHUS 3IpaBOOXPAHEHUS
Omckort oOmactn «OOiaacTHasg AeTckas KiIMHW4YecKas OoJyibHMIa» r. OMcka, a
TaKKe€ B y4eOHBIN Mporecc Kapeapbl rOCOUTAIBHOW neauatpuu (eaepabHOro
roCyJJapCTBEHHOTO OIOJPKETHOTO  00pa30BaTEIbHOTO  YUPEKICHUSI  BBICIIETO
oOpazoBanust «OMCKHHA  TOCYJapCTBEHHBIH  MEAMIIMHCKHM  YHUBEPCHUTET»
MunucrepcrBa 3apaBooxpanenus Poccurickon @enepanu.

Hyonukannu

[To Teme auccepranuu onyOaukoBaHo 24 paOoThl, B TOM 4Hcie 4 CTaThbH B
W3JaHUAX, PEKOMEHIOBAHHBIX IEPEYHEM BhICHIeW aTTeCTAMOHHOW KOMHMCCHMU.
[Tomyden 1 matenT «Crocod TUArHOCTUKH OOCTPYKTUBHBIX HAPYIICHUH (YHKITHI

BHEIIIHETO JbIXaHUs Yy JeTed, OOJbHBIX MYKOBUCHHI030M» Ne2678952 ot
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04.02.2019 na ocHoBanum 3asBKH Ne2018101682/14 ot 17.01.2018 ropa.
[TonyuyeHO CBUAETEIBLCTBO O TOCYAAPCTBEHHOW PETUCTPALMM TPOTrpaMMbl st
AJEKTPOHHO-BBIYUCIUTENIbHBIX MamuH No2018616255 ot 25.05.2018 ronma
«IIporpaMmma myis  OIEHKHM (PYHKIIMM BHEIIHETO JBIXaHUS Yy J€TeH C
MYKOBHCIIHI030M Prognosis» na ocHoBanuu 3asBku Ne2018613452 ot 10.04.2018
roja.

Crtpykrypa u 00beM padoThbl

Huccepranust uznoxeHa Ha 180 cTpaHuax MalIMHOIMCHOTO TEKCTa M
COCTOUT W3 BBEACHHS, 0030pa JIUTEPATyphl, M3JI0KEHUSI MAaTEPUATIOB U METOOB
UCCIIEIOBAHUSI, PE3YyJbTaTOB padoThl (TyaBbl 3, 4, 5), KIMHUYECKUX MPUMEPOB,
3aKJIFOYEHHUS, BBIBOJIOB, NMPAKTUUECKUX PEKOMEHJAIMM, MEpPeYHs COKpaIlleHU u
YCIIOBHBIX 00O3Ha4eHW, crnucka Jurepartypsl (295 ucrouHukoB, u3 Hux 209

WHOCTpaHHbIX ). MmtocTpatuBHbI MaTepuan BkitodaeT 40 Tabnuil u 36 pUCYyHKOB.
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TJIABA 1 TIOPAYKEHUE OPTIAHOB JIBIXAHUSI [IPU MYKOBUCLIMO3E:
COBPEMEHHOE COCTOSIHUE TTPOBJIEMBI
(OB30P JIMTEPATYPBI)

1.1 Vcropuueckue acieKkThl JUATHOCTUKU U TEPAMHUH ITOPAKEHHSI OPIaHOB JIbIXaHUS

IIp1u MYKOBUCTIA03€C

IlepBbie ynomuHanuss 0 MB B MEIMIIMHCKOW JUTEpaType AATUPOBAHBI KOHLIOM
XVI — nauanom XVII BekoB [276]. YueHble TOr0 BpeMEHU CXOJUINCh BO MHEHUH, YTO
MOCTOSIHHBIM Kalllellb, MOXyJaHUe, JINXOpaJaKa, U3MEHEHUs CTyjla U B OCOOEHHOCTH
BBIPOKCHHBIN COJICHBIN BKYC KOXH OBUTH HHYEM WHBIM, KaK PE3yIbTaTOM KOJIJOBCTBA.
B repmanckom donbkinope cepeaunsl XVIII Bexka roBopuiiock: «['ope pomutensim,
KOTOpBIE, 1IeNysl peOeHKa B JIOO, OILIYIIAlOT BKYC COJIM, UOO peOCHOK TOT MPOKIAT U
BCKope ympeT» [49, 276]. Ha npoTshkeHuun crneayronux mojayTopa CTOJICTUN B HAyUYHOU
JUTEpAType BCTPEYAIMCh HEMHOTOYHCIICHHBIE COOOIIEHUS O COYETaHUU CTEaTOPEH,
HEJIOCTATOYHOCTH (PYHKIIMH TOKEITYAOUYHON JKeJe3bl U KUIIICYHOU HEMPOXOAUMOCTH.

KitoueBbiM B uctopum uszydeHuss MB cran 1938 ron, xorma cBeT yBuuena
moHorpadusa D. H. Andersen. Ha ocHoBannu 000011eHUS pe3yIbTaTOB KIMHUYECKOTO
HaOJII0JICHUS] U CEKIIMOHHOTO Marepuaia 49 malnueHTOB, YMEPIIUX MPEUMYIIECTBEHHO
oT WHQEKIMI pecrnupaTOpHOTO TpakTa, OblIa BBIJACICHA  CAMOCTOSITEIIbHAS
HO30JIOTMYECKasi €MHULA T[O0J] Ha3BAaHUEM «KHCTO3HBIA (PUOPO3 MOIKEITYIOUHON
xene3b» [101].

Jpyrum Ba>KHBIM MOMEHTOM Ob110 OTKphITHE S. Farber B 1944 r. monmuopranHoro
xapakTepa nopaxxenust ipu MB BciieicTBue HeoObIHatHO BA3KOrO cekpera. M3meHnenus
BHYTPEHHHX OPTraHOB PaCIEHUBAIUCh UM KaK BTOPUYHBIC, BO3HUKABIIINE BCJICICTBUE

06CTPYKHI/II/I BSI3KOM CJIM3BIO BBIBOAHEBIX IIPOTOKOB JKCJIC3. Ha ocnoBanumn JaHHOTO
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oTkpbITus S. Farber nmpeaioxuin TepMUH «MYKOBHCIIMIO3» (J1aT. MUCUS - CIIU3b, VISCUS -
BsI3KUM) [167].

B panbheiiiem ObUIM pa3pabOTaHbl OCHOBHBIE JMATHOCTHYECKUE TMOIXOIbI IO
BeIsBJIICHHIO OonmpHBIX MB. B 1953 romy P.di Sant” Agnese oOHapyxui
cnenuduueckoe st i ¢ MB MHOrokpaTHOe MpeBBIIEHUE KOHIEHTPAIMU HaTpUsl U
xJiopa B oToBoi xuakoct [94]. Ha ocnoBe storo otkpsitus L. Gibson u R. Cooke B
1959 romy pa3zpaboTaiyu NMUIOKAPIUHOBBIA MOTOBBIM TECT, KOTOPBIA CTal «30JI0THIM
CTaHJIApTOM» MPWKU3HCHHOW JHUarHocTUku 3abosneBanus [48, 177]. JByms
necsatunetusimu nozxe M. Knowles u P. Quinton o0ocHOBanmu maToQu3nOIOTHIECKUE
OCHOBBI JaHHOTO HccheqoBaHus. [[puunHON MOBBIIEHUS KOHLIEHTPALUMU XJOPUIIOB B
[OT€ SIBUJACh HEJIOCTAaTOYHas peadcopOIUsl HMOHOB XJOpa Yepe3 aluKalbHYIO
MeMOpaHy MUTEMAIBHBIX KJIeTOK [204, 229, 238].

B pesynbrare HakOIUIEHHS KIMHUYECKOTO OIbITa OBUIO YCTaHOBJIEHO, YTO
HauOobINN 3(PPEKT OT JIeUEHUsI TOCTUTAIICA TOJBKO y JAETEH, B JETKUX KOTOPBIX €Ille
HE YyCHENIW pPa3BUTbCSI HEOOpaTUMbIE NATOJOTMYECKHE HW3MEHEHHs. MakcHMalbHO
paHHee Hayajo Tepanuu Mpea0TBpaIlaio Pa3BUTHE TSHKEIBIX MPOSBICHUN 3a001eBaHuUs
U NIyOOKYI0 MHBAIUIU3ALMIO. DTO MOCITYKUJIO0 OCHOBAHUEM JIJIsl BBEJEHUS IPOTPAMMBbI
HeoHaTallbHOro cKkpuHHUHra Ha MB. B 1979 rony komanna uccnenoBareneid u3 Hopoi
3enanauu mox pykoBojcTBoM J. Crossley mpomeMoHCTprpoBaia MOBBIIICHUE B TUIA3ME
KpOBH HOBOpOXkJAEHHBIX ¢ MB wnmmyHopeakTtnBHOro Ttpuncuna [133]. [lanHoe
OTKpPBITHE JIETJIO B OCHOBY COBPEMEHHBIX MPOTOKOJIOB CKPUHHMHI-AHMArHOCTUKH
3a00J1eBaHUS.

['en MB Obu1 KapTHpOBaH Ha ATUHHOM TUIEYE XPOMOCOMBI 7, JIOKyC (22, B 1985
rony [143]. UYerbippbMmsi romamu mo3xke, B 1989 romy, OZHOBPEMEHHO TpeMs
HE3aBUCUMBIMHM TpynmaMu y4deHbix moj pykooactBom L. C. Tsui, F. Collins wu
J. Riordan 61710 coobmieno 06 oTkpwiTun reHa MB u uneHTudukanumu camoil 9acToi
ero mytanuu — F508del [229].

Hauunas ¢ 50-x rogmoB XX Beka uccieAoBaTelld CTallk yAENsATh Bce OoJbliee
BHUMAHHUE MOPAXKEHUIO OPTraHOB JbIXaHUs KaK BEAYIIEH NMPUYNHE CMEPTHOCTH pu MB

n METOoAaM HUX TepaHCBTquCKOﬁ KOPPCKIOHH.
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TunuunplMM HM3MEHEHUSIMU TpU  peHTreHorpapuu y OonbHbIXx MB  Obun
HEOJHOPOJIHBIC 3aTEMHEHHUS JICTOYHBIX IIOJICH, JIOKAJIM30BaHHBIC WH(OWIBTPATHI,
sm(puzema, pacuiMpeHue TeHu  cpefocteHus. [Ipu  OpOHXOCKONMUU  4YacCTo
O0OHapYKUBAIUCH TUTIEPEMUS CIU3UCTON 000JOUKH, HCTOHYECHUE OPOHXHATBHBIX IO,
HUIMYUE KCTPEMAIBHO BA3KOW THOMHOM MOKPOTBI, MIOCJIE YIAJICHUS KOTOPOU y HETEeH
OTMEUaJoCh HEKoTopoe yiyuiieHue camouyBcTBus [104]. Xapakrtepubie nis MB
aTenekTasbl jojiei jgerkux omnucansl P. di Sant’Agnese B 1953 rogy. On oTmeuan, 4To
HamOoJiee 4YacTo B MATOJOTMYECKUN MPOIECC BOBJEKAIach BEPXHAS JOJIA IPABOTO
jerkoro. bonbHbIE ¢ T0OapHBIM aTENEKTa30M MUMENTU PACIPOCTPAHEHHYIO OOCTPYKIHIO
OpOHXOB M BBIPAKECHHYIO SMQHU3EMy M TMPEACTaBIsLUIA COOOM OAHYy W3 Haubosee
TSDKEBIX  KJIMHUYECKHX (QopM 3a00JeBaHUsA, PE3UCTEHTHYI0O K CaHAIIMOHHOMN
oponxockornuu [149]. Kpome Toro, y 6ompHbix MB cTanu peructpupoBaThCs ciiydyau
TaKMX TPOTHOCTUYECKH HEOJArONpUsITHBIX OCJIOXKHEHUM, KaK KpOBOXAapKaHbE U
MMHEBMOTOpakc [276].

PesynbTaToM  0000IEHUS  JTaHHBIX  MPOCIEKTUBHOTO  HAOMIOACHUS 32
KJIMHHYECKUM cocTosiHueM jeteil ¢ MB crana padora H. Shwachman u L. Kulczycki
[255]. B cTaThe aBTOPHI MPEACTABUIA METUIIMHCKON OOIIECTBEHHOCTH pa3pabOTaHHYIO
UMU CHCTEMY KJIMHUYECKON OIEHKH TSKECTH 3a00JeBaHusA, KOTOpas SIBISETCS
aKTyaJIbHOM IO HACTOSIIIIUA MOMEHT [257].

IlepBoe omucanve (GYyHKIIMOHAIBHOTO COCTOSIHUSI JIeTKUX y Jered ¢ MB
npuHaaexkuT J. West [292]. O6cnenys 6 mamueHTOB B Bo3pacTe oT 12 mo 14 ner
METOJIOM CIUPOMETPUH, OH MPEANOJIOXKUI, YTO BEAYIIUM HApPYIICHUEM BHEIIHETO
JbIXaHUSl TPU JTAaHHOM 3a00JIEBAaHUM SIBJISIETCS OOCTPYKIIMSI ABIXaTEJIbHBIX IMyTeH, a
[JIABHOM MPUYMHON 3TOr0 — IMOBBIIICHUE COMPOTUBIICHHS BO3JYIIHOMY MOTOKY H3-3a
OoOCTPYKIIMM OPOHXOB CEKPETOM M THOMHBIM 3KccyaaToM. Hapyienus razooOMeHa, 1mo
€ro MHEHHWI0, Pa3BUBAINCH BTOPUYHO Ha (OHE OOCTPYKIIMU Kak pe3ynbTaT
HEPABHOMEPHOTO paCIpeIeNICHUs BO3IyXa MO allbBEOJIaM.

KomnexktuB wuccnenoBareneid moa pykoojactBomM C. Cook mnpu aeTaibHOM
oOcieoBaHNM € TOMOIIBI0 OomurieTusmorpaduu 65 yenoBek, cTpamaromux MB,

YCTAaHOBHUII, UTO )IBIX&TCHBHBIﬁ 00BEM M YacToTa AbIXaHUA U3MCHAINUCH TOJIBKO Y CaAMbBIX
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TSKENBIX malueHToB. Haunbonee YacTo perucTpupoBajuCh TaKUE HAXOAKH, Kak
MOBBIIICHHBI OCTATOYHBIM 00beM W (YHKIIMOHAJIhHAS OCTATOYHAS €MKOCTh JIETKHUX,
YBEJIMYEHHE COOTHOIIEHUSI OCTATOYHOTO0 00beMa K 00Ile eMKOCTU JIETKUX. Y TpeTH
OOJIbHBIX HAOJIOJATI0Ch CHUKEHUE KU3HEHHOU eMKocTH Jyierkux (JKEJI) u nmoBbliieHue
CONMPOTHUBJICHUS JAbIXaTeNbHBIX TNyTe. Ha ocHoBanum pgaHHOW paboThl Oblia
YCTaHOBJICHA OJHO3HAYHASI KOPPEIAIUS MEXKAY KIMHUYECKUM COCTOSTHUEM OOJIbHBIX U
CTETICHbIO HapYyIIECHUS PYHKINH JIETKUX [268].

B pabore M. Mearns mnokazarenu CHOUPOMETPUU OBLIM COIMOCTaBIEHBI C
KIIMHUYECKUM COCTOSIHUEM O0JbHBIX MB nerell 1 TaHHBIMU UX PEHTTEHOJOTHYECKOTO
obcnenoBanus. [1o Mepe nporpeccupoBanus 3a00JI€BaHUS U HApACTaHUSI U3MEHEHUI Ha
peHTreHorpaMmax BO BceX C(OPMUPOBAHHBIX TpyIMIax aBTOPOM OBLJIO OTMEYEHO
3HAYUTENBHO OoJiee BhIpakeHHOe cHuxkeHue ODB;, nexenu JKEJI. beuio ommcano
yIIy4IlIEHHE TTOKa3aTesied CIMPOrpaMMbl MOCIE UHTAJSIIUU OPOHXOAUIIATaTOPa, OJTHAKO
y JUI C PpAacOpOCTPAHEHHBIM  TSKEIBIM  [OPAaXEHUEM  OpPraHOB  JIbIXaHUS
perucTpupoBanach HeoOparumasi oOCTpyKIUs OpoHXOB [216].

[lepBoe uccnenoBanue GyHKIIMM JETKUX y MiajeHIieB ¢ MB ObLJI0 BBIMOIHEHO B
1969 rony P. Phelan. C nomomnisto 6oauruieTuzmorpadun 66110 o0ciaegoBano 18 nerei
B BO3pacte A0 9 MecsleB, U3 HUX MOJOBHHA HE MMeENa KIMHUYECKUX MPOSIBJICHUN CO
CTOPOHBI OpraHoB Jbixanus. [lo pesynapTaTam oO0CHe€IOBaHUS YacTh MAIMEHTOB,
CBOOOJIHBIX OT UH(EKIINH, U BCE JETH, MEPEHECIINE OPOHXUT JIMOO MHEBMOHUIO, UMEIHU
YBEIMYECHHE BHYTPUTPYAHOTO OOBEMa Ta30B W CHUXKEHHYIO IPOBOJUMOCTH
IbIXaTenbHbIX myTed [288]. [lannas paboTta maja TOMYOK K COBEPIICHCTBOBAHUIO
METOJIMK BBISIBJICHUS] BEHTWIAILIMOHHBIX HAPYIICHUH y JI€Te paHHETO BO3pacTa.

Co3nmanue TEpBBIX AaHTUOAKTEPUATBHBIX TPEMAPATOB MIUPOKOTO  CIEKTpa
JIEUCTBUS TO3BOJIMJIIO HayaTh OOpbOYy € JierouyHoil MHQEKIHe, Beayled NpUuInHON
cmeptHocTd Tipu MB. C 1949 roga KOJUIEKTUBOM CHEUUAIMCTOB IOJ] PYKOBOJACTBOM
H. Shwachman nauata HempepwiBHasi aHTHOaKTepuaibHas Tepanus 123 nmereit ¢ MB,
YTO MO3BOJIMJIO KOHTPOJUPOBATh Te€UEHUE NHPEKIMOHHOTO Mpoiiecca. Kak pesynbrar —
CYIIIECTBEHHOE JIJISl TOTO BPEMEHH yBEJIMUEHUE MPOJAOHKUTEIILHOCTH KU3HHU OOJBHBIX C

12,8 mecsueB B 1940-1948 rogax no 45,2 mecsueB B 1949-1953 rogax [256].
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JIokTOpa TOro BpeMEHU NOJYEPKUBAIN BaXXHOCTh PAHHETO U TOYHOI'O JUArHo3a,
HEOOXOJMMOCTh O0YUECHHS POAUTENCH, UCKIIIOUNTEIBHOCTh PETYIIPHOTO HAOIIOACHHUS
32 MalMEeHTOM, a TaKXe JOCTYMHOCTH CIEUHUATUCTOB Mg KoHcynbTamuil. Ocoboe
3HAYEHUE MPUIABAJIOCHh €XKEIHEBHOW KMHE3UTepanuu [276]. DTU COBETHI HE yTPaTWUIU
CBOEH aKTyaJIbHOCTH U IO HACTOSIIIINIT MOMEHT.

NHHOBanMOHHBIN TOAXO0A B Tepamuu 3a0osieBaHus pazpadoran L. Matthews B
1964 roxy. YdenoiM OblIH COPMUPOBAHBI OCHOBHBIE MOJIOKEHUS Tepamnuu: 60pbda ¢
OOCTpyKIIMEH  JbIXaTENIbHBIX MyTe ©W  BTOPUYHOM  HHGEKIHeH, KOppeKIus
NaHKpPeaTHYeCKOil HEeAOCTATOYHOCTH U Aedunurta nutaHus. Jledenue ObUIO paHHUM H
BCEOOBEMITIOIIMM M HAYaJOCh C MOMEHTA YCTAaHOBJICHHS IMArHO3a JaXe B OTCYTCTBUE
cUMOTOMOB. Iy peanu3alvy JaHHOTO KOMILJIEKCHOTO IOJAXO0Ja BIEpBbIE Oblia
peasin3oBaHa KoHIenmus nearpos MB [93].

[IpopeiB B neueOHoM mnutanuu npu MB cosepmun D. Crozier [134]. On
pa3paboTasl HOBYIO JHUETY C BBICOKMM COJEpPKAHMEM JKUpa, LEIBHOTO KOPOBBErO
MOJIOKA, Macja, SHll, Msca, PEKOMEHJO0BAB OOJBbHBIM HCIIOJIb30BAaTh OYEHb BBICOKHE
7103bl TAaHKpeaTuyecKkux (pepmeHTOB. JIOKTOp cUMTaj, YTO «BOMCTUHY CMELIHO JIMILIAThH
nereir ¢ MB, koTopele, Kak MpaBuiIo, UMEIOT OYEHb CJIa00 BBIPAKEHHYIO TMOIKOXKHO-
KHPOBYIO KIIETYATKy, 3TOTO BAaXXHOTO MNUTaTelbHOrO BemiectBay. Mmeu D. Crozier
noareepauianuck B pabore R. Kraemer (1978): mnepBbie Oblla BBICKA3aHA U
MOATBEPKIAEHA MbICIb, YTO COCTOSTHUE MHUTAHHUS OOJIbHBIX TECHO KOPPETUPYET C
BBDKHMBACMOCTBIO, a JEe(PHUIUT Beca CYIIECTBEHHO yxyamaer mnporHo3 [244]. C
BHEJIPEHHEM B KJIMHUYECKYIO MPAaKTUKy B 1993 romy MHHOBAIMOHHOTO IIperapara
NaHKpeaTuHa (MUHU-MUKpOchEepbl B KHUIIEYHOPACTBOPUMOM 00OJOUYKE — KPEOH),
CYILIECTBEHHO YIYYIIHIICS HyTPUTUBHBIN cTatyc 0onbHbIXx MB [49, 276].

KiroueBbiMu paboTamu i1 monumanus poiau Pseudomonas (P.) aeruginosa kak
ocHOBHOro mnarorera npu MB sBistorcs Tpyast N. Hoiby. ConoctaBuB KIMHHUECKUMA
CTaTyC MalMeHTa, Pe3yJbTaThl TOCEBOB MOKPOTHI M YPOBEHb AHTUTEN K CHHETHOMHOU
Najg04yKe OH cliesiajl BBIBOJABI O HEMOCPEICTBEHHOM BIIMSIHUM ATOTO MUKPOOpPraHU3Ma Ha
byHKIHUIO JIeTKUX. BBICOKHMI TUTP AHTHCHHETHOWHBIX AHTUTEN JHOO OBICTPOE ero

HapacTaHue ObUIM aCCOUMUPOBAHBl C XYAIIEH BEHTWISUMOHHOW (QyHKUUEH W
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BBIPAKEHHBIMU PEHTIE€HOJIOTUYECKUMHU U3MEHEHUSIMU U, KaK CIIEJICTBUE, HEraTUBHBIM
nporuo3oM. Kpome Toro, mioxoil mOporHo3 HaOMOJaics y NalUeHTOB C paHHEH
XPOHMYECKOH KOJOHM3AIMEH AbIXaTeIbHBIX MyTel MykoumHo# (opmoii P. aeruginosa
[185]. Ha ocHOBe naHHBIX HCClenOBaHUM B cxemy JiedeHuss MB ¢ konna 70-x roaoB
ObLTM  BHEJPEHBbl peryisipHbie (pa3 B TpU MecAlla) Kypchl BHYTPUBEHHOU
aHTUOAKTEpUAIIbHONW Tepanuyd TNpernapaTaMd C aHTUCUHETHOMHOW aKTUBHOCTBIO.
O¢ddext oT MOgOOHOrO BMENIATENbCTBA OBLI  3HAUYUTENBHBIM:  ISTHIICTHSSA
BBDKMBAEMOCTH BbIpocia ¢ 54 10 82%, cokpaTuiiach 4acToTa 00OCTPEHUM, YIIYUIIUIIOCH
KayecTBO >KM3HM OonbHbIX geteit [276]. C 1999 roma st KOHTposis HH(EKIHH
P.aeruginosa akTUBHO CTald  HCIOJB30BAThCA TpeENapaTbl  WHTATSIMOHHOTO
TOOpaMUIIMHA — aMHUHOTJIMKO3UJa C AHTHUCHUHETHOWHOM AaKTUBHOCTHIO, HMMEIOIIETO
MUHUMYM TOOOYHBIX 3(PPEKTOB U XOPOUIYIO NMEPEHOCUMOCTb. [lepBble nccnenoBaHus
noa pykoBojactBoM B. Ramsey nokazanu qocroBepuoe ynyumenue O®B; na 10% 3a 20
MecsI1IeB HAOJIIOICHHS] M YMEHBIIICHUE YKCclia 000CTPEHUH, TOT]a KaK B TPYIIIe Iuanedo
oTMeJaiach  OTpUIlaTelbHAs  JIUHAMHKA. BricokoaddekTuBHONM  OKazaiach
TepareBTU4eCcKas cxema 28 qHel tepanuu — 28 nHei nepepois [197].

C 1990 roga cHayana B KIMHAYECKUX MCIBITAHUAX, & 3aTEM U B IPAKTHKE CTAJI
MPUMEHSATHCA MYKOJUTUK — JOpHa3a ainb(da (IMyJ1bMO3uM). Y CTaHOBIIEHO, YTO BBICOKAs
konuentpamuss JIHK, B ocHOoBHOM HeWTpoduiabHOM, ObUIa OJHUM M3 OCHOBHBIX
(aKTOpPOB HAKOIJIEHUS! MATOJIOTUYECKU BSI3KOTO MH(PUIUPOBAHHOIO CEKpeTa OpPOHXOB.
JlopHaza anwda BbIBbIBaja ruAponn3 BHekierounod JIHK B rHoliHON MoOkpoTe
OOJBHBIX, YTO 3HAUMUTEIBHO CHUXAJIO €€ BA3KOAIACTHYECKHE CBOMCTBA M YIIyYILAJO
OTXOXJEHUE. YK€ uepe3 Troj JICUCHHUS MYJIbMO3UMOM Y OOJBHBIX OTMEYaJIOCh
ynyuienue O®PB; Ha 7,3%, peciupaTOpHbIil TPAKT CTAHOBUJICS MEHEE BOCIIPUUMYUB K
cuHerHonHou nndexkuuu [155]. YcranoriaeHo, 4To Kak KpaTkocpouHoe (0T 1 Hexenu 10
2 mecseB), Tak U goiarocpounoe (ot 1 g0 4 ner) nedeHue AopHA30M amb(da CHIKAIO
4acTOTy OOOCTpEHHIl OPOHXOJIETOYHOTO MPOLECCa, 3HAUYUTENIBHO 3aMeIJIsio perpecc
O®B;, ynyymano HYTPUTHUBHBIM CTaTyCc, a TaKXe OKa3blBaJlO BBIPAXKEHHOE

MPOTHUBOBOCTIAIUTENRHOE feicTBHE [190].
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Henoporum, Oe3omacHbiM U 3()(PEKTHUBHBIM JOMOJHEHHEM K Tepamuu MIJis
nanreHToB ¢ MB okazancs 7% runepronuuyeckuii pactBop. Ilpemapar ymydrian
pPEOJIOTMYECKUE CBOMCTBA MOKpPOTHI, oOOecrneunBai THApPATALMIO I[OBEPXHOCTU
JIBIXATENIbHBIX MyTE€ W BOCCTAHABIMBAJI MYKOUWJIMApPHBIN KivpeHc. [lo cpaBHeHUIO ¢
KOHTPOJIBHOM TPYMNION, JHIA, MOJYy4YaBIIME TUIIEPTOHUYECKHUI PACTBOpP, MEPEHOCHUIIN
MEHbIIIE 00OCTPEHUI U UMEITH 0oJiee BHICOKHE MoKa3aTeau GpyHKIuu jerkux [89].

C. B. Paunnckuiit u B. K. TaroueHko ObLIM y4YEHBIMH, 3QJI0KMBIIMMH OCHOBBI
n3ydeHus npoonemsl MB B Hamelt ctpane. I[lox ux pykoBoacrsom H. M. KanpanoBsim
B 1970 romy Obula ycCHEmIHO 3alUIEHA JIUCCEpTallMsi, OMKCHIBAIONIAsl YacTOTy U
KIMHUKO-QYHKIIMOHAIBbHBIE ocoOeHHOCTH MB y nereit [32]. B pmanmpHeiimiem Bce
OompIiee  KOJMYECTBO  CIEHMUAIUMCTOB  MPUBJIEKAIOCh K  pa3HOHAIPaBICHHBIM
UCCIICIOBAHUSIM, 3aTParuBaloOIIMM NaTOMOP(OJIOTHYECKUE U MAaTOPU3HOIOTHUYECKUE
OCOOCHHOCTH TEYeHHUs 3a00JieBaHMs, MHUKPOOMOJIOTHUECKUN CTaTyC MaIlMeHTOB.
AKTUBHO U3Yy4YajJuCh HWMMYHOJOTHYECKAE, MUKPOLUHUPKYIATOPHbIE H CEPACYHO-
COCYIIUCThIC HapylieHusi mpu MB, a Takyke MOCTENEeHHO pa3pabaThIBaUCh OCHOBHBIC
MIOJIXO/IbI K OKa3aHUIO MEIUIIMHCKON TIOMOIIY JaHHON KaTeropuu 00abHbIX [49].

C 1990 roma B cTpaHe Hayajga pa3BUBATBCA CETh LEHTPOB 10 OKA3aHUIO
CIIEUAIM3UPOBAHHON TOMOIIM TTarmeHTaMm ¢ MB. B Hactosiuii MoMeHT B Poccuiickoit
deneparuu  PYHKIIMOHUPYET CE€Th M3 57 PETHMOHANBHBIX IIEHTPOB JMATHOCTUKU U
nedyenus aetedt u 10 neHTpoB st B3pocibiX, 00apHbIX MB, Bo3rnasmsiemas HaydHo-
KOHCYJIbTATUBHBIM ~ oTAeiaoM MB  Mennko-reHeTH4eckoro  Hay4YHoOro ILEHTpa
Poccwuiickoii akagemun Meauimackux Hayk [30, 34, 49].

3HaYUTEIBHOE YIYUYIlICHHE PaHHEW JIUarHOCTUKHU 3a00JICBAHUS JOCTUTHYTO C
BHeNIpeHueM ¢ uroHs 2006 roga mporpaMmbl 0053aTeTbHOTO HEOHATATHFHOTO CKPUHUHTA
Ha MB [30]. KomriulekCHBIH MMOAXOJ K JHArHOCTHKE M TEpPaldd CIIOCOOCTBOBAI
3aMeJICHUIO TTPOTPECCUPOBAHMS HEOOPATUMBIX U3MEHEHHUM JIETKUX, a TAKXKE YIIYUIIINIT

MMpOoAOJIZKUTCIIbHOCTh U KAYCCTBO KU3HH OOJILHBIX.
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1.2 I'eHeTKa MYKOBUCIIMI03a

I'en MB coctout u3 250 Teicsi4 ap HyKJICOTHIOB U PACIOJIaraeTcsi Ha JUITMHHOM
miede XxpoMocombl 7 B Jokyce 31.2 [226]. B HacTosmiee BpeMs HACHTHU(GUIIMPOBAHO
oonee 2000 ero Myrainuii, U3 HUX Kak MHUHHUMYM 312 accouMHMpOBaHbI C Pa3BUTHEM
3a0oneBanus [275]. I'enernueckuil neekT peanusyeTcs: HapylieHueM (yHKIMU Oenka
TpaHCMEMOpaHHOTO peryisaTopa mpoBogumoctd mnpu MB (MBTP), kortopsrit
(YHKIIMOHHUPYET KaK KaHaJl, TPAHCIIOPTUPYIOIINK HOHKI XJI0pa u OnkapOoHaTa [42, 47].
MB xapaxrepusyercss 100% neHEeTpaHTHOCTbIO U BapHUaOENIbHON SKCIPECCUBHOCTHIO
[259].

F508del sBnsiercss nanbonee pacmpoctpaHeHHo mytamuein CFTR B Mupe u
BBISIBJISIETCS IPUMEPHO B IBYX TPETSIX CIydyaeB narojorundeckux amieneit [130, 168]. B
Poccuiickoit ®@enepanuu ee oTHOCUTENbHAs 4acToTa coctaBisieT 51,6% (ot 59,5% B
HOxxnoMm denepanbHOM OoKpyTe 10 28,6% B CeBepo-KaBkaszckom (peaepaibHOM OKpyTe)
[61], uTO sABHIAETCS CIEACTBMEM MHOTOHAIMOHAJILHOTO COCTaBa HACEJCHMS HAaIICH
cTpanbl. BTopoil mo YacTtoTe cpeau POCCHUUCKUX OONBHBIX SBISETCS MYTaIlus
CFTRdele2,3(21kb). Ona oOnapyxena B 5,7% wucciaemoBaHHBIX XpomocoM [61].
JlaHHas MyTalus UMEET «CJIaBTHCKOE» MPOUCXO0XKIEHNE U Hanbosiee pacnpoCTpaHEeHa B
peruoHax c MpeoOyagalouIMM PYCCKUM HaceneHueM [76]. JloMuHupytomas y Juig
YyBallICKOM HanuoHambHOCTH MyTanus E92K ¢ wactortoit Berpeuaemoctu 2,4%
SBIISICTCS TPEThEU IO PACIPOCTPAHECHHOCTH MyTamued B Hamieil ctpane [15, 61]. C
gactotoi Oonee 0,2% BHYTpH POCCHICKON TOMYJSIMA OOJBHBIX BCTPEUAOTCS
mytanun  3849+10kbC>T, 2184insA, W1282X, 2143delT, N1303K, G542X,
1677delTA, L138ins, R334W, 394delTT, 3821delT, 2789+5G>A, S466X(TGA),
S1196X, 3272-16T>A, W1282R, 3944delGT, R1066C, c.1243-1247del [48]. B 31%
ciyyaeB mytauun CFTR ocratorcs He uaeHTHUuuupoBaHHbIMH [163], uTOo TpeOyeT

COBCPIICHCTBOBAHUA reHETUYECKOM JUArHOCTHKHN MW IIPOBCACHHA ITIOJIHOOK30HHOI'O

cexkBeHupoBanus [3, 16, 21, 56, 272].
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[TomynsimonHas yactota HocutenbcTBa MyTanuit CFTR cpeau ¢penorunuuecku
310poBbIX Jull B Poccuiickoin denepanyn T10CTATOYHO BBICOKA U COCTABIACT | ciryyain
Ha 30 4esI0BeK, YTO COMOCTAaBUMO ¢ MUPOBBIMH JaHHbiMu [13, 76, 112, 130, 233].

CrekTp MyTanui, aCCOUMUPOBAHHBIX C pa3BuTHEM MB y poccuiickux OOJIbHBIX,
CYILIECTBEHHO OTJM4YaeTcss OT eBpomneiickoro. Kak u B Hamel ctpaHe, HauOolee
pacnpocTpaneHHoii B EBpome Mytammeit sBisercs F508del, ommako onHa
uaeHtudunupyercs Oonmee uacto, B 61,5% cmyuaeB. Ha BTrOopoM Mecte 10
pacnpocTpaHeHHOCTH HaxoauTcss mytamus G542X ¢ yactoroit Bctpewaemoctu 2,6%,
nanee caegyer mytamus N1303K (2,1%). [omnst weBwisBiennbix mytaruii CFTR
Bapeupyet oT 0% B JltokcemOypre 1o 47,8% B PyMbIiHUM, B LI€JIOM MO €BPONEHCKOMY
peruony 9,6% matogoruuecKux ajuuiesie He uaeHTudumuponaHo [163].

Ha ocHOoBaHMU MOJIEKYJISIPHBIX MEXaHU3MOB MOBPEKICHUSI CUHTE3a, TPAHCTIOPTa
6o pyukuun 6enka mytaruu CFTR nozgenens: Ha 6 ki1accos.

Myrtamuu | xiacca, Takue kak CFTRdele2,3(21kb), mpuBonsar k obGpa3oBanuto
CTON-KOJIOHA M CHHTE3y aHOMaJbHO YKOPOUEHHOI'O MPOTEHHA. Takue MOJIEKYJIbI
OOBIYHO HECTAOUIILHBI U OBICTPO JIETPATUPYIOT, YTO MPUBOJIUT K MOJTHOMY OTCYTCTBHUIO
Oenka Ha anMKaNIbHON MeMmOpaHe Kietku [76, 215, 282].

Hapymienue ¢opMupoBanusi BTOPUYHOW ¢ TPETUYHOM CTPYKTYphl Oerka
XapakTepHo g MyTarui |l kimacca, B TOM 4mciie U caMoil paclipOCTpaHEHHOM B MUPE
mytaruu F508del. JledexTHplli poTeMH HE MPOXOAMUT CHCTEMY BHYTPHKJIETOYHOTO
KOHTPOJISL U pa3pyliaeTcss mMpoTeocoMaMu. B urore Ha anukanbHOW MeMOpaHe Oenok
100 OTCYTCTBYET, MO0 €ro KOJUYECTBO YPE3BbIUaiHO CHIKEHO [ 163, 282].

ITpu 11l xnmacce myranmuiit CFTR nabmromaercs HapylIeHHE peTyIsiud paOOThI
xjgopHoro kaHaima. MBTP cuHTe3unpyercss W TpaHCIOPTUPYETCS K ANUKaJIbHOU
MeMOpaHe SMUTEIHATBHON KJIETKH, HO HE OTBEYAeT Ha CTUMYJISAIHUIO ITUKIMYECKUM
anernosnaMoHO(pocharom (MAMD). Myramuu |l kmacca sSBASIOTCS pEeAKUMHU IS
Hallleld CTpaHbl U B OCHOBHOM BBIABIISIIOTCS Y xutTeneid CeBepo-Bocrounoit EBpomnsi,
rie Bbicoka noiist mytanuu G551D [47, 163, 282].

BcenenctBue myranuii 1V kiacca XJOpHBIA KaHajdl T€HEPUPYET MEHBIIUNA MOTOK

HOHOB 3a CYET COKpalleHHs BpeMeHu ero oTkpeiTus [48]. IlpeacraBurensMu 3TOro
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kiacca sBisroTcest mytaruu R117H u R334W [214], tTunmanbie s xuteneit Mpnangum
u [lopryramuu [136, 163, 282].

CHIKEeHHE KOIMYeCTBa HOPMAJIbHO (DYHKIIMOHUPYIOLIETo Oesika XapakTepHO s
mytanuid V' kiacca, takux kak 3849+10KbC>T [214, 282], wacto BEIABiIsIeMas y
npokuBaroIuX B JIutee 60abHBIX [163].

Mytanun VI  xmacca (Hampumep, S1455X)  mposIBASIOTCS  CHUXKEHHEM
CTaOMJIBHOCTH MPOTEHHA, YTO MPUBOIAUT K YMEHBIICHUIO MPOAOIKUTEIHPHOCTH KU3HU
oenxa MBTP B 5-6 pa3 [49].

Mytamuu |, Il, 11l kimaccoB mpuBOIAT K OTCYTCTBHIO (DYHKITMOHHPYIOIIETO
MpPOTEMHA Ha aNUKAJIbHOM MeMOpaHe SIUTEIHAIBHOM KJIETKH JIMOO CHHXXEHHUIO €ro
aKTUBHOCTU MeHee 3% OT HOpPMaIbHOrO YypoBHSA. KIIMHWYECKH ATO TPOSBISETCS
JICTOYHO-KHUIIIeYHOM (hopMol 3aboseBaHus («TsDKebliny GeHorun) [47, 168, 173, 214].
Jlist neteit ¢ «TskeapIMu» (DEHOTUTIAMU B TEPBYIO OYEPE]lb XapaKTEePHbI paHHUHN 00T
CUMIITOMOB, AK30KPUHHAS naHKpeaTuyecKas HEJ0CTaTOYHOCTD, paHHee
MH(UIMPOBAHUE arpecCUBHOM MHKPO(IOPOH, MPUBOASIIME K OBICTPOMY NaJCHHIO
(byHKIHMH JIETKUX U Beicokor cmepTHOocTH [9, 130, 170].

Jlerounast ¢popma MB («Msirkuit» peHoTun) HaOII01aeTCsl TPEUMYIIIECTBEHHO Y
JI, UMEIUX XOoTs Obl omny myrtanuio IV, V wmmu VI xnaccos [47, 170, 282].
AKTHBHOCTB XJIOPHOTO KaHaia B npeaenax 3-10% ot HopMbl MO3BOISET NOAIEPKUBATh
COXpPAHHOW SK30KPUHHYIO (YHKIIUIO MOJKETYI09HOM kene3bl [170], ogHako sBisieTcst
HEJIOCTATOYHOM ISl 0OecrieueHrs afeKBaTHOTO KIMPEHCa JbIXaTeabHbIX myTer [218].
MunumanbHas BBIPAXEHHOCTh CUMIITOMOB CO CTOPOHBI MHIIEBAPUTEIBLHOIO TpaKTa
CIIOCOOCTBYET TMO3JAHEMY YCTAHOBJICHHIO JMAarfHo3a, B TOM YHUCJIE U IO pe3ysibTaTaM
HeoHaTanbHOTO cKpuHuHTa [9, 80, 82, 137, 205, 215]. OxHako ydinasi BEIKHBAEMOCTh
HaOJII0/1aeTCsl UMEHHO Y MAIlUEHTOB C «MSITKUM» (PEHOTHUIIOM 3a CYET MPOTEKTHUBHOIO
BIIUSIHUS YJIOBJICTBOPUTEIHLHOTO HYTPUTUBHOTO CTaTyca Ha jJerounyto ¢hyHknuio [9, 41,
80].

VY GonbubIx MB, npoxuBaromux B ctpanax EBponbl, noMuuaupytoT mytanuu |l u

| kaccos, 6,3% o00caeI0BaHHBIX JIUI UMEIOT OJWH Wi ABa ajmieid |V wim V kiaccos.
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Haubomee wacto Bcrpewatorcs komOumnammu |l xmace/ll kmace  (51,3%) wu
| xmace/ll ximace (11,2%) [282].

[Ipyu wu3ydyeHHH TeHOTUN-(PEHOTUNMYECKUX CBSI3¢M B  MPOCHEKTUBHOM
uccnenoBannu de Gracia et al. Oput0 OTMEueHO, YTO y OOJBHBIX C TEHOTUIIAMHU
Il ximace/ll kimace uimm | knace/ll ximace vaOmronanuce 60osee Huskue Beanuuasl OPB; u
dbopcupoBanHoOl ku3HeHHON emkocTH Jierkux (PXKEJI) B cpaBHeHUHU ¢ NallUCHTaMH,
WMEBIIIMMH JpyTrHe KOMOWHAaNMsIMHU ajuieneid. MiMeHHO B 3TOW TpyIie MalMeHTOB B
Mpollecce MHOTOJIETHETO HAOMI0JIeHUsI ObUIO 3aperucTpUpPOBaHO OoJiee CYIIECTBEHHOE
yxyamieaue (yHKIWH JIETKUX. bbila moka3zaHa Oosiee HU3Kas BBDKMBAEMOCTH Y
Hocutened myrauuid | wm |l kimaccoB B roMo- W reTepo3UroTHOM TOJIOKEHUH B
cpaBHeHHMHM C Jjuiiamu, uMmeBmmMmu reHotun | kmacc/lll kmacc wmm 1l xmace/ll xmace
[176].

Uccnenys denotunuyeckue 0coOEHHOCTU OOJIBHBIX MB, TOMO3UTOTHBIX TIO
mytarusam | kmacca, A. Geborek et al. ycranoBwin, 4TO IS HUX OBLIM XapaKTEPHBI
0omee BBIpaKCHHBIC OOCTPYKTHBHBIC HApYIICHUS B CPaBHEHUU ¢ TOMO3UroTamu 1o |l
KJlaccy U KommayHja-rereposuroramu 1o | u |l kmaccy myranuit rena CFTR. B rpymme
nuil, umeBmux ase myrtanuu | kimacca, ®XKEJI Obina ke Ha 9,5% u 11,3%, yem y
nanrenToB ¢ reHotunamu Il xmacc/ll knace u | xnace/ll knace coorBerctBenHo, a ODB;
—Ha 13,1% u 13,4% [173].

Cornacuo R. Cleveland et al., HauGonbmrie TeMIbl HapacTaHWsl CTPYKTYPHOTO
MOPAKEHUS JIETKUX TO JAHHBIM PEHTICHOJOTUYECKOTO OO0CIIeIOBAaHUS TMAIIMEHTOB C
«TSDKETBIMUY TEHOTUTIAaMU OBUTM OTMEUYEHBI y OOJBHBIX, MUMEBIIMX JBE MyTamuw |
Kkimacca. B cBoio odepenb, Ooyiee BBIpAKEHHBIC PEHTTEHOJIOTHYCCKUE HW3MEHEHUS
HaAOJI0JaTMCh Y KOMITayHI-reTepo3uroT no mytanusm | u Il kmaccos, yem y romo3urot
no myTtarusaM |l kimacca. OxHako pu ucciaea0BaHuK (HYHKIMH JITKHX HE YCTaHOBIICHO
3HaUUMBbIX oTanuuil B 3HaueHusax OXKEJI u ODB; B 3aBucuMocTu oT reHoruna [141].
AHaNOTWYHBIN pe3yJbTaT B OTHOLIEHWU TEMIIOB €XErogHoro cHkeHus OPB; y
0onpHBIX MB ¢ «TspkensiMu» reHotunamu Obul mosyden K. de Boeck et al. [146]. B

npotuBoBec wuccienoBanuto R. Cleveland, B pab6ore 1O. B. T'opuHoBoit u ap. He
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MOJIYYCHO 3HAYMMBIX CBSI3€M MEXKAY pa3BUTHEM OpPOHXOIKTA30B W HAJIUYHEM Y
0opHBIX MB myTanwmii | kimacca [16].

Bbb110 MpeAnonokeHo, 4To TeHOTHUIl ABJISETCs 00jiee BaXKHBIM MPOTHOCTUYECKUM
NPU3HAKOM B OTHOIICHNHU (YHKIINU JIETKUX, YeM OKpyxkeHue 6oipHoro. De Gracia et al.
HUBEJIMPOBAIM BIUSHHUE TaKUX CpPEIOBbIX (DAKTOPOB, KaK paCXOXKICHUE B
TEpaneBTUYECKUX  CTPATErusiXx W  JOCTYNMHOCTh  MEAMIIMHCKOM  MOMOIIU B
CICHUAIM3UPOBAHHBIX IIEHTpPAaX, W YCTAHOBUJIM, YTO HA MOMEHT IepeBoja MO
HaO0JII0ZICHUE BO B3POCIYIO CETh PE3YJIbTaThl CHUPOMETPUH MAIIMEHTOB, UMEBILIUX XOTS
OBl OIVH «MSITKUI aJlJIeNb, OBUTH JIy4Ille, Y4eM Y OOJBHBIX C «TSHKEIBIMIY TeHOTHIIAMH,
HECMOTpsI Ha CYIIECTBEHHO 0oJiee MO3/IHEE YCTAaHOBJIEHUE AMArHo3a B MEPBOMl TpymIe
[176]. TTo3xe K. de Boeck npu ananu3se nanubix EBporeiickoro peructpa 00sibHbIXx MB
3a 2008-2010 rr. ycraHoBus 0Oojee MEIJIEHHBIE TEMIIbl E€XErOJHOTO YXYALICHUS
(GyHKIMU JeTKUX npu HocutenbeTBe MyTanui IV u V kmaccos [146], a R. Cleveland
Omnucal y HUX MEHEE BhIPAKEHHBIE PEHTT€HOJIOTUYECKUE U3MEHEHHUS B JIeTKuX [141].

Ha teppuropun Poccuiickont ®@enepanmyu OTMEYEHA BBICOKAS MOIMYJISLIHOHHAS
pacmpocTpaHeHHOCTh «Msrkux» Mmytanuii CFTR, ux cymmapHasi ajuielibHas 4acToTa
cocraBuia 8,8% [14, 85]. Kak u B mupe, myudinas BEBDKMBA€MOCTh YCTAaHOBJICHA Y JIUII C
«MATKAMY TeHotunioM [37, 277], u, KaK CIeJICTBHE, OTMEUCHO HUX JTOMHUHHPOBAHHE BO
B3pOCIIOM Bo3pacrte [9, 74].

B otnmumne oT 3apyOexHbIX AaHHBIX, B Poccun y 6onpHbIX MB crapme 18 ner
(GyHKIIMOHATIFHOE COCTOSTHUE OPraHOB JAbIXaHUs Npu Hanmuuuu mytanuii 1V-V kimaccos
OBLJIO COMOCTAaBUMO C pe3yJibTaTaMU TMAlUEHTOB C «TSKEIbIMUY TeHoTunamu [37, 41,
277]. B perckom BO3pacTe, HANpPOTUB, JIYYIIHE PE3YyJbTAaTbl CIUPOMETPHUH
PETUCTPUPOBATUCH Y OOJNBHBIX C «MSTKMMI» FCHOTHITaMu [66].

Bonbiioe 3HaueHue B JOCTHXKEHHM MOJAOOHOTO pe3yibTaTa MMENO BHEJPEHUE C
2006 roga mporpaMMbl HEOHATAJIBHOTO CKpUHUHTAa Ha MB, 4TO m03BOJIUIIO MPOBOIUTH
PaHHIOI JHATHOCTUKY Yy OOJBHBIX C «MsArkumu» (enorunamu [2, 10, 14, 60, 274].
MakcumanbHO ~ paHHEEe  TepanmeBTUYECKOE  BMEMIATENIbCTBO  CIIOCOOCTBOBAIIO
MOJIEPKAHUI0 (PYHKITMOHAIBHBIX BO3MOKHOCTEH JIETKUX Ha YJIOBJICTBOPUTEIHLHOM

YpOBHE.
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[lo nganHpIM  HammoHambHOrO  peructpa 3a 2015  rox, Hambonee
pacnpoctpaHeHHBIMH B Poccuiickoit deneparum myranusmu 1V kmacca 6pum E92K u
L138ins [61]. bonbHble, romo3uroTHeie mo myraiuu E92K, umenn HOpMalbHYIO
byHKIIHIO JeTKuX, a abcomorapie 3HaYeHUsT ODB; u ®XKEJI 6putn BhIIE, YeM y aeTei
¢ renotuniom F508del/E92K. TToMumo 3TOr0, y 3THX AETEl 3HAYUMO pexxe HaOJIoaaIcs
BbiceB P. aeruginosa wu3 wmokpotel [36]. Myramus L138ins naumbonee uwacrto
PETUCTPHPOBAIACH B KOMITAYH/I-T€TEPO3UTOTHOM cocTossHuA ¢ MyTtammei F508del.
OyHKIIMOHAIBHOE COCTOSIHHE OPTaHOB JABIXaHHWS Yy OOJBHBIX C JaHHBIM TEHOTHUIIOM
OTpaXajio HAJIWYWE JIETKHMX OOCTPYKTHUBHBIX HApYyIIEHWH M HE HWMEJIO0 3HAYNMBIX
OTJIMYHH OT JeTell ¢ «TsoxeabiM» regoturioM F508del/F508del, ognako stu metu ObLn
MEHEeE MOIBEPIKEHBI Pa3BUTHIO XPOHUYECKON CHHETHOMHON nHpekuuu [82].

Myranus V knacca 3849+10kbC—T Obuta BeisiBiacHa y 2,1% OonbHBEIX MB B
Hamieil crpane [61]. JleTw, rOMO3UTOTHBIE O JIaHHOW MYTallMHM, UMEIH HOPMaIbHYIO
bynkuuro serkux [67]. Ilokazarenn COUpOMETpUM Yy JHMI C TEHOTHUIIOM
F508del/3849+10kbC—T B cpaBHeHun ¢ romo3uroramu no wMyrtanuu F508del
OTpakaJii Halu4yue 0oJiee BBIPAKEHHOW OOCTPYKIMHU OPOHXOB Kak Cpelu MalleHTOB
JETCKOr0 Bo3pacTa, Tak W cpeau B3pocibix [80, 82]. OrcyrcTBHE CHMITOMOB CO
CTOPOHBI OPTraHOB THUIIEBAPCHHS, MO3JHUN CTApT PECHUPATOPHBIX MPOSIBICHUM,
OTpUIIATE]IbHBIE  WJIM  COMHHUTENbHBIE  pe3yJbTaThl  IMOTOBOTO  TecTa U
JIO’)KHOOTPHUIIATEIbHBIC PE3yIbTaThl HEOHATATHHOTO CKPUHUHTA CITOCOOCTBOBAIIM OoJiee
no3Her nuarnoctuke MB y 60ibHBIX ¢ MyTarueid 3849+10kbC—T, uTro, HECOMHEHHO,
CKa3bIBaJIOCh Ha (PYHKIIMOHAIBHOM COCTOSIHMM OpraHoB Jabixanus [14, 41, 85, 205].

[ToMuMO HEMOCPEICTBEHHO TEHOTHIIA, HA KIWHWYECKHE TmposiiacHus MB (B
OCOOEHHOCTH — CO CTOPOHBI OPraHOB JBIXaHUS) OKAa3bIBAIOT BIMSHHUE (DAKTOPHI

BHEIITHEH cpe/ibl M pa3indHble reHbl-MoaudukaTops [48, 109, 157, 242, 259].
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1.3 [1aTorenes nopaxeHusi OpraHoOB JIbIXaHMS

MBTP oOHapyXuBaeTCs NpPEUMYIIECTBEHHO Ha amnuKaJIbHOW MeMmOpaHe
CEPO3HBIX KEJIE€3 DSNUTEINATbHOM BBICTWIKM  JIBIXaTEIbHBIX MYTEH, JETKHUX,
MOXKEITYJOYHOM KeJe3bl, MEYCHHU, KUIICYHUKA, MATKH, CIIOHHBIX >E€Je3, MOTOBBIX
’KeJle3 M MMPOTOKOB, CEMSIBBIHOCSINUX MPOTOKOB [49, 111, 144].

MBTP otHOcuTCS K cynepceMedcTBy aneHo3uHTpudochar (ATD) -
CBSI3BIBAIOIIUX KACCETHBIX TPAHCIIOPTEPOB U MPEACTaBIsieT cOOOW KaHasl JJisl MOHOB
xJyiopa. benok cocrout u3 1480 aMUHOKHUCIOT, (POPMUPYIOIIUX CIOKHYIO TPETUUHYIO
CTPYKTYpY M3 MSTH JOMEHOB: IByX TPAaHCMEMOpPAHHBIX, OJTHOTO PETYJISITOPHOTO U JABYX
HYKJIeOTUI-CcBsi3bIBaroux [118, 119, 147]. TpancmemOpaHHBIC TOMEHBI MPOXOJAT
yepe3 KICTOYHYI0 MEMOpaHy, PEryJSaTOPHBIM W HYKJICOTH]I-CBSI3bIBAIOIINE JOMEHBI
HaxoAsATCsA B HUTOmIazMe KieTku. dochopunupoBaHue peryiasiTOPHOTO JTOMEHA
nocpeacTBoM NAM®-3aBrUCUMOI MPOTEUHKHWHA3bI A 3aITyCKAET €r0 B3aUMOJACIHCTBHE C
HYKJICOTH/I-CBSI3bIBAIOIIUMHU JIOMEHAMH, KOTOpble (DOPMUPYIOT TyTEM CBSI3bIBAHUS
AT® 3akpeIThlil IO TUIY «TOJOBa-XBOCT» JUMEpP, UYTO, B CBOK OYEPEIb, MPUBOJUT K
U3MEHEHUI0 KOH(POpMalMM TPaHCMEMOpPAHHBIX JIOMEHOB M OTKPBITHIO KaHaja.
['uaponusz AT® HyKIEOTHI-CBSI3bIBAIOIIUM JOMEHOM IMPOBOLUPYET JAECTAOUIU3ALNIO
TpaHCMEMOpPAHHBIX JIOMEHOB, a OCBOOOXKJEHHE TOJYYCHHBIX B pE3yJbTaTe pPEaKIuu
dbocdar-annona u agenozunanpocdara BeaeT K 3aKpeITHIO Kanana [118, 119, 147, 232,
267].

OcnoBuoit ¢yuknueit MBTP sBnsercs BbIBeneHHE W3 KIETKM HOHOB XJIOpA.
[ToMumo 3TOTO, O6EJIOK MHTMOUPYET aKTMBHOCTH AMUTEIUAIBLHOIO HATPUEBOrO KaHasla
(ENaC) u yyacTByeT B TpaHCHOpTE TIyTaTHOHA W MOHOB OmkapOonara [47, 111, 119,
121], perynupysi BeIWYMHY JIOKaIbHOTO BomopoaHoro mnokazarens (pH). MBTP u
ENaC urparot BaxxHeHIITyI0 poJib B MOJAEPKaHUU TOMEOCTa3a KUIAKOCTH, KOHTPOJIUPYS
MOCTYIJICHUE BOJBI 4Yepe3 JMHUTEIUNA U TOJJACpKMBas TaKUM OOpa3oM THAPATAIUIO

ANUTENNaIbHON nmoBepxHocTu [121, 158, 234].



26

['enetnaeckuii AedeKT MPUBOIUT K HAPYIICHUIO STANOB CO3pPEBaHUs O€Ka, 4To
peanu3yercss (PYHKIIMOHAIBHON HEMOJHOIICHHOCTHIO XJIOPHOTO KaHaia. Hampuwmep,
myrtarst F508del 3arparuBaeT mepBbiii HYKJICOTHI-CBSI3BIBAIONINI IOMEH U HapylIacT
ero koHpopMmaiuo — 3pGHeKTHBHOCTH (HOJIIUHTA MyTAHTHOTO TIOJUTICTITHA COCTABIISICT
Bcero 0,4%. B pesynbrare necTaOUIM3UpyOTCS HHTEPIOMEHHBIE B3aMMOJICHCTBHS, YTO
BEJIET K HEBO3MOXKHOCTH OTKPBITUA KaHaja. JlepekTHbIi 0erok 00aaeT NOBBIIICHHON
BOCIIPUUMYMBOCTHIO K TPOTEa3aM U JIETpaaupyeT B mporeocomax [232, 258].

Hapymenue pa6oret MBTP, nokanu3oBaHHOTO B JbIXaTCIbHBIX MYTAX,
3aTparuBaeT MHOXKECTBO KJIETOYHBIX (PYHKIMH, BKIIOYAas TPaHCMEMOpaHHBIN
TPAHCIIOPT MOHOB XJIOpa, HaTpusi M OUKapOOHaTa, CEKPELUI0 MYIIMHOB U Tepeaady
BOCHAIUTENbHBIX CUTHAIOB [121].

KieTkn moaciM3uCThIX JKee3 JbIXaTeNbHBIX MyTEeH 3KCIPECCUPYIOT Ha CBOEH
noBepxHoctu kak MBTP, tak u ENaC [249]. OnocpenoBaHHOE€ TI'€HETMYECKUM
ne(eKTOM CHUYKEHUE CEKpEIUMU XJIOPUIOB U MoBbIMIeHHe akTUBHOCTH ENaC Beger k
YCUJICHHOMY TMOCTYIUICHHUIO HATpus B KIETKY W TUNEPaOCOpPOIUU KUJIKOCTH, YTO
MPUBOJUT K JETHUJIpATAllUH SIUTEINAIbHON MOBEPXHOCTH M CTyLIEHUIO cekpera [121,
158]. TloBblllieHHE OCMOTHYECKOTO JaBJICHUs OpOHXWATBLHOM CIU3UM BEIET K
HMCTOHYEHUIO HIKEJIEKAIIET0 MOBEPXHOCTHOTO KHUAKOTO cios. [lox aeiicTBreM CuUIib
TSHKECTH PA3BHBACTCS KOJUIANC PECHUYEK MEPLATEIbHOTO JMUTENIUS, MPOUCXOJUT
CYILIECTBEHHOE CHUX)eHUEe 3G (PEKTUBHOCTH MyKolminapHoro kiupenca [111, 117]. Taxk
3aIyCKaeTCs IOPOYHBIN KPYT «0OCTPYKIHS — HH(EKIHs — BocraneHue» [49].

Hapymienne MexaHu3Ma CaMOOYHIIEHUSI JbIXaTEIbHBIX MYyTeH BeEAeT K
o0Typanuu TYCTOM MOKpPOTOM TpocBeTa OpoHxoB [72, 158, 241]. dedbunurt cexperuu
JKUJKOCTH CEPO3HBIMU KJIETKAMU HETAaTUBHO BJIMSET HA CEKPEIUI0 U TUApaTalUio
MYLMHA, YCUINBas ABJICHUS MYKOCTa3a 3a CUET CTYLIEHUs MYLHMHO3HOro reins [249]. B
HOpME Ouoyiormueckasi pojb MYIHMHOB 3aKJIIOYaeTCs B 3axBare U abcopOIuu
MOCTYHAIOIINX B PECHUPATOPHBIA TPAKT NATOI€HOB, KOTOPbIE B MOCJIEAYIOLIEM
YAQISIOTCS TIOCPEACTBOM KiMpeHca. HapylleHne 3THUX MpOoIEecCOB MPOSIBISETCS B
MOBBIIIEHUN KOHIEHTPAlMd MaJOAKTUBHBIX MYLUHMHOB B MOKpPOTE, OIpPEIECISEMbIX B

OO0JIBIIIOM KOJIMYECTBE B COCTAaBE MYKOUMIHBIX MTPoOOK [158].
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HemanoBaxHy0 posiib B Pa3BUTHH OOCTPYKIIMM IBIXaTEIbHBIX MYTEH HWIrpaeT
omocpenoBanHoe nuchynkiueit MBTP cHmkeHne cexperum noHOB OumkapOonata. Mx
dbusnonoruyeckasl pojb 3aKII0YaeTCs B MPEMITCTBOBAHUM CBOPAUYMBAHHUIO MOJIEKYI
MYIIMHA U TOJJIEPXKAHUU UX B TEKy4EeM COCTOSIHHMM 3a cueT ruaparanuu. Hapyienue
ATUX MPOIIECCOB CIMOCOOCTBYET CTYIIEHHUIO T'elsl U YCYryOJICHUIO SIBJICHUN MyKocCTas3a
[110].

CHmwKeHHass KOHIIGHTpalus OWKapOOHATOB HAa TOBEPXHOCTH  DIUTEIHUS
JbIXaTENbHBIX IyTEH ONpEAENsiET HU3KWME 3HadeHus pH, KOoTopble MNpensTCTBYIOT
YHUUYTOXKCHUIO OaKTepuil M CHWXKAIOT OakTepuIHaHble cBodcTBa ciusu [109, 158].
Croi1 BA3KOTr0 MYLIMHO3HOTO TeJisl IJIOTHO MPUJIETAET K SMUTEIUIO JbIXaTeIbHbIX MyTEH,
o0pa3ysl y4acTKH JIOKaJIbHOM TMIIOKCHH, KOTOPBhIE CIOCOOCTBYIOT PAa3BUTHIO OUOIUIIEHOK
¥ TIEPCUCTEHIIMH ATOTCHHBIX MUKpoopranu3mos [111].

Henocrarounass cexkpeuuss TIIyTaTUOHA MOJAEPKUBAECT BBICOKUH YPOBEHb
OKHCIIUTEIIBHOTO CTPEcca, YTO MPENSTCTBYET PEreHepaluy pecHupaTOPHOrO SMUTEIHS
U pazpyuieHuto ouormieHok [178, 179, 227].

Takum o0pazom, (GOpMUPYIOTCS OJIATONPUSITHBIC YCIOBUS MJisi KOJOHH3ALUU
peECnUpaToOpHOro TpakTa OaKTepUaTbHBIMU ar€HTaAMH.

HpixaTenpHbie TyTH 00JIbHBIX MB HOBOpOXKIEHHBIX JeTel OBICTPO 3aCemsIoTCS
oaktepussmu ponoB Streptococcus, Veillonella u Prevotella, mo3anee pecnupatopHbiii
TpakT KOJOHW3UPYET KuIleuyHas wmukpoduiopa pomo Enterococcus, Coprococcus,
Escherichia u Parabacteroides. B Teuenune mepBoro roma >KH3HH MHOrooOpasue
MUKPOOUOMA JbIXaTEIbHBIX MyTEH CYIIECTBEHHO YBEJIMYMBACTCS, OJHAKO MUMMYyHHAas
CHUCTEMa OTBEYAET HAa ATOT MPOIECC MUHUMAJILHOW aKTHBHOCTHIO BocmayieHus [102,
254]. C 4 net y nereli HaUMHAET JOMUHUPOBATH TPAMITOJIOKUTEIbHAS OaKTepUaTbHas
¢dnopa pomoB Haemophilus u Staphylococcus, 4TO compoBOXKIaeTCs YCHICHHEM
BOCIAJIUTEIIBHOTO OTBETA U PA3BUTHEM CTPYKTYPHOTO IMOPa)KEHUS OPraHOB JIbIXaHUS
[194]. CHmKeHre BHIOBOTO Pa3HOOOpa3wsi MUKPOOPTaHU3MOB OTYETIIMBO OTMEYAETCS B
MOJIPOCTKOBOM BO3pAcCT€ U TECHO KOPPETUPYET € yXyAlIeHUEM (DYHKIHMH JIETKUX. DTO
BBI3BAHO  IMMPOKMM  HUCIIOJIb30BAaHWEM  aHTHOAKTEPHAIBHBIX  IpEnapaTtoB U

dbopmMupoBaHUEM XPOHUYECKOTO uHUIMpOBaHUS JIbIXaTEIbHBIX nyTeu
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BBICOKOIIATOTeHHBIMU OakTepusmMu pojoB Pseudomonas, Burkholderia, Achromobacter
wi  Stenotrophomonas, BBIIEISEMBIX y TSKEIBIX OOJBHBIX MPEHMYIIECTBECHHO B
MOHOKYIBTYpE [96, 99, 120, 213, 272].

OCHOBHBIMH TIATOT€HAMHU, WHOUIHUPYIONTUMHU PECIIHPATOPHBIA TPAKT OOJBHBIX
MB, ssisrorcst Staphylococcus (S.) aureus, P. aeruginosa, Burkholderia (B.) cepacia
complex, Stenotrophomonas maltophilia Achromobacter xylosoxidans u Haemophilus
influenzae. B  mociemHue  roabl  BO3pacTaeT — KIMHWUYECKas  3HAYMMOCTH
HETYOEpKyJIe3HbIX MUKoOakTepuit u rpuboB poma Aspergillus [39, 61, 86, 123, 163,
251].

30J0TUCTBIA  CTAQUIOKOKK, S.aureus, SBISETCA OJHUM U3  MEPBBIX
MUKpPOOPTaHU3MOB, KOJIOHU3UPYIOMINX JIbIXaTeNbHBI TpakT OoJbHBIX MB: TpeTh
MalMEeHTOB HMHGUIMUPYETCS UM Ha MEPBOM TroAy XKu3HU, U A0 90% — K KOHIY
JoIKoasHOTO Bo3pacrta [86]. Ilo cocTosauto Ha 2015 rox, y 58,4% nereil BrIceBaIH
S.aureus, a 5,2% mnenuaTpuueckux OOJIBHBIX ObUIM WHOUIIMPOBAHBI METHUIUIUINH-
pe3ucTeHTHBIM mTaMMoM (MRSA) [61].

Kak ObulO OTMEYEHO BBINIE, KOJIOHU3ALMS PECIHUPATOPHOrO TpakTa S. aureus
CONPOBOK/JIAJACh IOBBIIICHUEM YPOBHS NPOBOCHAIMTENBHBIX LUTOKMHOB [194, 200,
293], a y uaunupoBandbix MRSA w1l ObIIM OTMEUEHBI MTOBBIIIIEHHBIC KOHIICHTPAIIUH
HeUTpouIIbHOM AmacTasel U chunromumuoB [220].

VYcTaHOBIEHO HEOJAronmpusiTHOE BIMSHUE S. aureus Ha COCTOSHHE OpPraHoOB
NbIXaHus. Y JeTeil, XpOHUYeCKH HHQPUIMPOBAHHBIX 30JIOTUCTBIM CTA(UIOKOKKOM, K
BO3pacty 5-7 ner HaOmopanachk Oojiee BbIpaX€HHash OOCTPYKIMsS OpOHXOB, a MpHU
npoBeneHnn KommbtoTepHO Tomorpaduu (KT) — Oonbliee 4uCiIO OpOHXOIKTA30B
[273].

Hanbonee HeratuBHBIN BKJIAJ B MPOTPECCUPOBAHUE MOPAKECHUS JIETKUX BHOCHUT
MRSA. Otmeuensl 0osiee HU3KHE 3HAYCHHUS CIUPOMETPUU U 0OJiee BBHICOKHME TEMITbI
camwkenust O®B; y nun, nadunmupoBanHeix MRSA, kak B cpaBHEHHH C KOHTPOJILHOM

prrIHOI\/’I, TaKk U C I/IH(l)I/IHI/IpOBaHHBIMI/I MCTHUUJIJIMH-9YBCTBUTCIIbHBIMU [ITaMMaMH

S. aureus 6ompHBIMH [181, 200, 217].
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Jlns S. aureus XapakTepHO JJIUTEIIbHOE NEPCUCTUPOBAHUE B IBIXATEIbHBIX MYTSX,
€ro WCTUHHAS JpajauKanus Bo3MOkHa B 26% ciyuaeB [86]. S.aureus cmocoOeH
00pa30BbIBaTh MaJible KOJIOHUH, KOTOPHIE XapaKTEPU3YIOTCS MEHBIIMMHU pa3MepaMu U
MeHee spkoi murmeHTaruei [200]. OOHapyX)eHHE 3TUX KOJOHHH acCOIMUPOBAHO C
COUETAHHON CHUHETHOWHOW WH(EKIMEH, TSXKEIbIM TEUCHHEM JIETOYHOTO CHHJIpOMA U
XyAIIUM porHo3om [192, 263].

CuHer"oiiHas majiodka, P. aeruginosa, B HacTosIiee BpeMs SBISCTCS BEIYIIHM
natroreHoMm Jijisi 60apHBIX MB [48]. Pa3zButne cuHErHOMHOM MH(EKIIMKM acCOMUPOBAHO
C MIPOTPECCUPYIONIUM YXYAIMICHUEM JIETOYHON (DYHKITUU, HaApaCTAaHUEM JCCTPYKTUBHBIX
W3MCHCHUI B OpOHXHMAIBLHOM JCPEBE M YMEHBIIEHHEM BBDKHUBAEMOCTH OOJIBHBIX [49,
62, 63, 73, 92, 217]. YcraHnoBieHo, 4ro Hajguuue P.aeruginosa moBbIIIaeT PUCK 8-
JICTHEW CMEPTHOCTH IanueHToB ¢ MB B 2,6 pa3a [33].

WNudunuposanue P. aeruginosa HauMHAETCs JOCTaTOYHO paHo: Y 19% OoNbHBIX
CUHETHOMHAs TajoyKa BBISBISECTCS HAa MEPBOM TOAY KU3HHU, U Y KaXKJIOTO TPETHETO
pebeHka — Kk Hagaimy oOydeHus B mikose [86]. [lo maHHBIM HAIMOHAILHOTO PETUCTpa, B
2015 roxy MHTEPMUTTHPYIOUIMN BBICEB MaToreHa Obul oTMmeueH y 17% nereit, 25%
NeIUaTpuyeckux  OOJIBHBIX HMEIU  XPOHHUYECKYHD CHHETHOMHYI0O  HHQEKIIUIO
JIbIXaTeIbHBIX TyTel [61].

P. aeruginosa siByisieTcsl BBICOKOITATOTEHHBIM MUKpOOpranuaMom. B ¢a3y octporo
MHOULIMPOBaHUA OakTepusi BbIpaOATHIBAET HECKOJIbKO BUIOB TOKCHUHOB, 3(PQEKThI
KOTOPBIX HampaBJEHbl Ha YCHICHHE CHUHTE3a MPOBOCHAIUTEIBHBIX MEAUATOPOB,
MHruOupoBanue GharouTo3a, NIEPBUYHOE CTPYKTYPHOE MOBPEKICHUE KIETOK AIUTEIUS
opouxoB. Kpome Toro, mis P.aeruginosa xapaktepHa cekpeuus (akTopa,
uaruoupyromero MBTP. Takum oOpaszom, uHunupoBanue P.aeruginosa eiie B
OoJibllIel CTENEHW YTHETaeT HEJAOCTATOYHBIM TPAHCIOPT XJIOPUIOB U YCHUIIUBAET
SBJICHUSI MYKOCTa3a 3a cueT CHIKEHHS A()PEKTUBHOCTH MYKOIMJIMAPHOTO KIMPEHCA
[71, 105, 208, 262].

XpoHudeckasi  KojJoHu3amus ~ P.aeruginosa  ¢opMmupyercs  IMOCPEACTBOM
HECKOJIbKMX MEXaHU3MOB. JlIsi CHHErHOMHOM MaJOYKWA XapaKTepHA MPOLYKIIUS

(dbeHa3uHOB — MeTa0OJMTOB, OOJAJAIOIIUX AHTUOUOTHYECKUM jAeicTBreM. [loMumo
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YTHETEHUS MHUKPOOHOro OHOLIeHO3a JIETKUX, ()eHa3WHBI CIOCOOCTBYIOT AUCQHYHKIIHH
MEpLATENBHOTO SMUTENNS U aKTHBALUU CBOOOJHOPATUKAIBHOIO OKUCIIECHMS, a TaKkKe
y4acTBYIOT B IIpolieccax IMOIJIONICHUsT OaKTepuaabHOM KIETKOW HOHOB JKele3a U
dopmupoBanus OuorieHok [71, 225]. P.aeruginosa cunTesmpyer cuaepodopbr —
XEJIaTOpPHbIE  COEAMHEHMS, 3aXBaTbIBAIOIIME  TPEXBAJCHTHBIE  HMOHBI  JKele3a,
HEO0OXOIMMBIC ISl COLIMAIBHOM JKM3HEEATeIbHOCTH MUKpoopranu3Mma [131, 201, 223,
225, 252]. IloBpllIeHHas MPOAYKLHS aJlbrUHATA MYKOWIHBIMU IITaMMaMH 3aIUIIAET
OakTepHalibHbIE KIETKM OT OICOHW3allMU, a TaKXKe 3aTPYIHSIOT MPOHUKHOBEHHE
antuomotuko [54, 73, 106, 135, 237]. buomieHkn o00ECHEYHBAIOT BBICOKYIO
PE3UCTEHTHOCTH P. aeruginosa Kk ”UMMYHHOMY OTBETY CO CTOPOHBI MaKpOOpPTaHHW3Ma M
YCHIIMBAIOT YCTOMYHUBOCTh MHKPOOPraHM3MOB K aHTHOHOTHKaM [52, 71, 207, 237, 260].
[IpnoOpeTeHHass aHTUOMOTUKOPE3UCTEHTHOCTh CHHETHOMHOW NaJOYKH peaanu3yeTcs
IOCPEACTBOM BBIPAaOOTKM OeTa-lakTaMa3, ¢ IOMOMIbIO 3(PQIIIOKCa, YMEHBIICHUS
aKTUBHOTO TpPAHCIOPTa BEIIECTB Yepe3 MeMOpaHy, MOSBJICHHS TOYEUYHBIX MYTaIllUM
TOMOU30MEPA3 U CHIXKEHUSI TPOHULIAEMOCTH KJIETOYHOM cTeHkH [236, 280]. HecmoTps
Ha 3TO, MPOBEJICHUE AJEKBATHOM aHTHOAKTEPHAIbHOM Tepanmuu MO3BOJISIET TOOUTHCA
VCTHHHOMW dpajiMKaIiui MUKpoopranusmMa B 41% ciydaes [86].

bakrepuanbHbiii kommieke B. cepacia coctout u3 17 GEHOTHMUYSCKH CXOIHBIX
T€HOMHBIX BAapUAHTOB (F€HOMOBAPOB), OOJIAAIOMIUX PA3TUYHOM AMUAEMHUYHOCTHIO U
naToreHHocThio [112]. ITo manusiM HarmonansHoro peructpa, B 2015 roxy B. cepacia
Obu1a BeIICIEHA OT 4,6% nereit ¢ MB [61].

B Hamie#t crpane ormeuaercs mnpeoOjamanue reHomoBapa B. cenocepacia 709
[84]. B otiimume ot S. aureus u P. aeruginosa, B. cenocepacia sSBISETCS HCKITIOUNTEITBHO
rocrnutanbHoi nHbekuei [86, 245], 3apaxenue mrammoMm B. multivorans mpoucxoaut
MPEUMYIIECTBEHHO BO BHEOOJILHUYHOM OKpYXEHUU nanueHTa [182].

B. cepacia npoayuupyet 16 pa3InyHbIX TOKCHHOB U aHATOKCHHBI K HUM, a TaK:Ke
cuaepodopbl, YCUIMBAIONINE BHUPYJIETHBIE CBOWCTBA MHKpoopraHu3moB [116].
OcHOBHBIMH 3(p(PeKTaMu TOKCHUHOB SIBJIIIOTCSI MHTMOMPOBAHME KJIETOYHOIO pOCTa,
KOHTpOJIb  (hOpMUPOBaHMS OWOIJICHKH, CTa0wiIM3alus TeHoMa | o0ecreueHue

NEePCUCTUPOBAHUST MUKPOOpPraHU3Ma TMOcie BO3AEUCTBUS aHTHOMOTHKOB [114, 115].
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[Tlomumo »sToOro, TOKCHMHBI B.cCepacia crmocoOHBI BBI3BIBATH T'E€MOJHM3 3PUTPOIIUTOB,
YCUJIMBATh JCTPAHYJISIIHIO, a TAKXKE 3aIycKaTh aronTo3 HenTpoguios [283].

Knuauueckue mposiBieHUs cenanus-uHGEKIMM MOTryT MpoTeKaTh IO TpeM
pa3inuuHbIM crieHapusiM. Hanbonee 01aronpusTHBIM U3 HUX SIBISETCSA MSTKOE TEUCHUE,
CXOJTHOE€ C HOCHUTEIBCTBOM, KOTJIla CHUMIITOMBI CO CTOPOHBI PECHUPATOPHOTO TpaKTa
MUHUMaJIbHBI. OJTHAKO B JlajbHEHIIEM y OOJIbHBIX HAOIIOJAI0TCA 3HAYUTEIBHO Oojee
BbIpaxkeHHOE CHIKeHne ODB; 1 MeHbIIasi BBLKUBAEMOCTh B CPAaBHEHUU C MallMEHTaMU
¢ XxpoHuueckoi undekiuei P. aeruginosa [112, 182]. CouetanHoe jxe HHOUITMPOBAHNE
B. cepacia u P. aeruginosa cmocoOcTByeT 0oJice MHTCHCUBHOMY YXYAIICHUIO (PYHKITUH
jerkux [217]. Y OGonpIIMHCTBA MAIMEHTOB MpHU 3apakeHuH B. cepacia HaOiromaeTcs
OBICTpOE HapacTaHue JbIXaTEJbHOM HEAOCTaTOYHOCTH, TpeOyroliee HEOTIOKHON
rociutamzai.  Okoso  10-20%  OONBHBIX MEPEHOCAT Cenalus-CUHAPOM  —
JIBYCTOPOHHIOIO HEKPOTH3UPYIOLIYIO0 MHEBMOHHIO M CEIICUC, BbI3BaHHBIC B. cepacia, c
MOJIHUEHOCHBIM TE€YEHHWEM U JeTalbHbiM ucxomoM [112, 211]. IIpenBecTHUKOM
JTAHHOTO COCTOSTHUSI MOXKET CIIY’)KUTh yTpara Oaktepusmu mramMa B. cenocepacia ST32
MOJIBMXKHOCTHU MIPUMEPHO 3a 24 Mecsa A0 pa3BUTH TsbKesloro odoctpenus [175].

B. cepacia o0namaeT TPHPOJHON  PE3UCTCHTHOCTHIO K  OOJIBIIMHCTBY
aHTUOAKTEpPUAIBHBIX  TIpenaparoB. [IpuoOpeTeHHass  PE3UCTEHTHOCTh  AKTUBHO
dbopMHpyeTCST  MHUKPOOPTAaHU3MOM  TOCPEACTBOM  yYMEHBIICHUS  MPOHUIIAEMOCTH
KJICTOYHOM CTEHKH, TIOBBIIIEHHUS aKTUBHOCTU J(@dIroKca, MyTaluid B TeHax,
KOJUPYIOIIUX MHIICHH JJIS aHTUOMOTHUKOB, (EPMEHTHON MOAuUKAIUN WU
uHakTHBanuu JiekapctB. @dopmupoBanue B. cepacia OWOIMICHKH CYINIECTBEHHO
YBEJIMYUBACT €€ aHTUOUOTUKOpPE3UCTEHTHOCTHh [114, 245]. B Hacrosmuii MOMEHT
s peKTHBHBIE CXeMbl 3paaukanuu B. cepacia He paspabortansl [243], mpoBoaumast
Tepanusi MO3BOJISIET TOJIBKO MOAAEPKUBATH YUCICHHOCTh OAKTEPHAIIBHOTO COOOIIECTBa
Ha YpOBHE, HEJIOCTATOYHOM JJIsi CHHTE3a TOKCHHOB [86].

B ycnoBusx HapyIlI€HHOTO MYKOLMJIMAPHOTO KIUPEHCA, HU3KOM OaKkTepULIUTHOM
aKTUBHOCTH  MYIMHOB  HACJIOEHHWE  BBICOKOMATON€HHOM  MHMKPOOHON  (uiopsl

CIIOCOOCTBYET YCHUJICHHUIO MPOTEKABIINX JI0 3TOTO BOCTIAIIMTEIHHBIX PEAKITUH.
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JlokazaHo, 4TO BBIOPOC MEIMAaTOPOB BOCHAJCHUSA HAOTIOJAeTCs y>K€ Ha JTare
BHYTPHYTpOOHOTO pa3Butusi OonbHOro pebenka. Verhaeghe et al. onmcamm
MOBBIIICHHYIO aKTUBHOCTh MIPOBOCHATIUTENBHOTO TpaHCKpUNimoHHoro ¢akropa NF-kB
B TKaHSX JIETKOTO, MOJIy4YEeHHBIX OT 24-HenenbHoro mwioga ¢ MB [289]. JlanbHelmumu
UCCJIEIOBAHUSIMU YCTAHOBJIEHA CIOCOOHOCTh HOpMasibHOro Oeinka MBTP momaBisTh
skcrpeccuto NF-kB [49, 122, 167]. IIpu MB, xoraa ¢yakuus MBTP otcyrcTByeT 6o
CYIIIECTBEHHO HapylleHa, HaOmrogaeTcs 3HaunMTelbHas skcrnpeccus NF-kB, kotopsbrit
UHayIupyeT cuHte3 uHtepierikunoB (MJI), B wactroctu, MJI-8, 4To mpoBomupyer
pa3BHTHE JTaTbHEHIIIEr0 BOCHaMTEIbHOTO Tiporiecca [108].

[locne poxaeHus peOEHKa MPOUCXOIUT HApACTAHHE AKTUBHOCTH BOCHAJICHHUS.
OOcTpykiMst MpocBeTa OpOHXOB M OpOHXMOJ MOKPOTOM, aKTUBHOE IOTpeOieHue
KHCIIOpPOJAa JIUTEIUMEM  CIIOCOOCTBYIOT  KIETOYHOW THIIOKCHH, yCYyryOisieMoi
XapakTepHbIMU I MJAJACHUEB HOYHBIMM SIH304aMu Jecarypauuu. HemocraTok
KHUCIIOpOJia sIBJIsieTCsE TpurrepoM s Owictpoit aktuBanuu NF-kB, a BeipakeHHoe
KHCIIOPOJHOE TOJIOJAHWE B MECTax NPHUKPEIUIEHUS MYKOUJIHBIX MPOOOK BBI3BIBAET
HEKpO3 JMUTENIUS U aKTUBALUIO aCeNTUYeCKOoro HehuTpoduibHOro Bocmainenus [186,
188].

[Tobimaercst cunte3 NJI-10, KOTOPBI CTUMYIHPYET MUTPALUIO TPAHYJIOLIUTOB B
ouar BocraneHusi [186], Tak Qopmupyercs xapakrtepHas st OonbHbIX MB
BBIp@XEHHasT HeWTpoduibHas WHOUIBTpALMs IbIXaTeNbHBIX MyTel [72]. Bricokue
KoHIleHTpauu  WMJI-1lo  MOJIOKUTENBHO  KOpPpEeIupyroT ¢ ypoBHeM WMJI-8 vy
HEeMH(DUIMPOBAHHBIX OOJBHBIX MB M CHOCOOCTBYIOT CTPYKTYpPHOMY MOBPEXICHHUIO
nerkux [196].

Hekpo3 kierok mpoBomupyer mnoBbimieHue WJI-33, koTopblii  sBisieTCA
CBS3YIOIIMM 3BEHOM MEXIY BPOXKJICHHBIM U IPUOOPETEHHBIM UMMyHUTETOM [150].

bakrepranbHas KOHTAMUHALNS CTUMYJIMPYET MHTEHCUBHBIM UMMYHHBIN OTBET. B
94acTHOCTH, s B. cepacia ycranoBieHa criocOOHOCTh MPOBOLUPOBATh cekperuio 1J1-8
KJIETKaMU OpOHXMAIbHBIX Kele3 | snuTenus Jjerkux [202].  Dkcmpeccuro

npoBocnanuTenbHoro nutokuaa NJI-1p unaynupyror S. aureus u P. aeruginosa, oaHako
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B OoTBeT Ha P. aeruginosa nabmrogaercsi 3HAUMTENILHO OoJiee BbIpakeHHbI cuHte3 WUJI-
1B [247].

VYBenuueHne - YUCIEHHOCTH  OaKTepuadbHOM  KOJIOHUU  COINPOBOXKIACTCS
YCWICHHEM BOCHAJIMUTENIBHOIO MPOLECCa, KOTOPBIA NPUHUMAET T'HIEPEPruuecKuil
XapakTep 3a cueT AepuiuTa MPOTUBOBOCHANUTENbHbIX MenuaropoB WMJI-10, oxcuna
a30Ta u aunokcuHa A4 [95, 224].

Maxkpodaru cnu3ucToil 000J0YKHM PECHUPATOPHOTO TpaKTa CIyXaT MEepBOU
JUHUEH 3alUThl OT YY>KEPOJHBIX areHTOB. OHHM XapakTEePHU3YIOTCS MOBBIIICHHON
CeKpelrel MPOBOCMATUTENbHBIX IIUTOKMHOB, Takux kak WJI-1B, NJI-6, NJI-8, daktop
Hekpo3sa onyxonu anbda [278]. Iloa BiusHueM NJI-8 mpoucxoauT akTUBHAS MUTpaIUs
HedTpodmioB B ouar Bocnanenus [124]. B mpouecce darouuroza HelTpoduis u
TKaHeBble Makpodaru BBIJCISAIOT OOJBIIOE KOJUYECTBO OHMOJOTMYECKH aKTHBHBIX
BEIIIECTB, U3 KOTOPBIX HanboJjiee BaXKHBIM sBJIseTCS HeUTpodmibpHas dactaza [224]. B
YCIOBUSIX HENOCTaTKa THUAPOXJIOPHOM KHCIOTHl MPOUCXOAUT HE3ABEPIICHHBIN
daromuTos [72, 113, 221] u nepcucteHIms MUKpoopranu3MoB B ¢arocomax [90, 212,
264, 286]. B pesynbrare JerpaHyisldd  HEUTPOPUIOB TOJ  BO3JCUCTBHEM
HEUTPOPHIBHON 31acTa3bl MPOUCXOAUT PA3PYIICHUE JACTUYECKUX CTPYKTYP JIETKUX
[49], uTO sBAsieTCS Bemylled NPUYMHOW pa3BUTHS OpPOHXO03KTa30B mpu MB [246].
Bricokas akTUBHOCTH (epMeHTa B OPOHXOAIBBEOJSIPHOU KHUIAKOCTH CTUMYIHUPYET
CHUHTE3 MYLIMHOB B OOKaJOBUAHBIX KJIETKaX, TEM CaMbIM YCUJIMBAs SIBICHUSI MyKOCTa3a
[234, 290]. loka3aHo, 4TO HEUTpOUIbHAS dJacTa3a SBISICTCS KIOUEBBIM (PaKTOPOM,
ONPEAENSIOUUM TSHKECTh MOPAKEHUS OPTraHOB JIbIXaHMs. Y CTAaHOBJIEHA OTPUIIATENIbHAS
KOppEJSIUs MEXAY aKTUBHOCTBHIO CBOOOJHOM HeWTpoduibHOU 3nactasel © OBy, u
MOJIOKHUTENIbHAST KOPPETAUs — ¢ (PYHKIIMOHAIBHOW OCTATOYHON EMKOCTHIO JIETKHUX
[159].

Bcenenctue neaddexktuBHOro (daromurosa, HelTpoduiasr npu MB cnocoOHBI
00pa30BbIBaTh BHEKJIETOYHBIC JIOBYIIKH, KOTOPHIE PACCMATPUBAIOTCS KaK BapHaHT
anonrto3a [72, 195]. CuHTe3 BHEKIETOYHBIX JIOBYLIEK CTUMYJHMPYIOT MOJBHKHbIE
dopmer P. aeruginosa [239]. B kiaeTkax mpoucxomar (hepMEHTATHBHO-OIIOCPEI0BAHHAS

JEKOHJIEHCAIUs SIAEPHOIO XpOMaTHUHA U Pa3pbIB AAEpHOM MeMOpaHbl. 3aTeM XpOMaTUH
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U KJIETOYHBIC OENKM BBICBOOOXKIAIOTCS BO BHEKJIETOYHOE MPOCTPaHCTBO. OOpa3yroTcs
ceTyarble CTPYKTYpbI, cocrosimue u3 AckoHaeHcupoBanHou JIHK, mutpymimmHOBBIX
TUCTOHOB M HECKOJIbKMX IPOBOCHAIUTENbHBIX IMTO30JbHBIX M T'PAHYJIMPOBAHHBIX
OenKOB, BKJIIOYAsl KaJbIPOTEKTUH, HEHTPO(DUIBHYIO 3JIacTa3zy, MHUEJIONEPOKCUIA3Y U
aHTUMHKPOOHBIN nenrtu LL-37 [206].

HelitpoguibHble BHEKJIETOUHbBIE JIOBYIIKH MPEAOTBPAIAIOT PACIIPOCTPAHECHUE
MOBW)XKHBIX OaKTepWi, 3aXBaThIBasi M YHUUYTOXKAs WX, OJHAKO OHU HE A(()EKTUBHBI
IPOTUB MYKOMJIHBIX InTamMmoB P.aeruginosa [222]. HelitpoduiabHas »siacraza u
MUEJIONEPOKCHIa3a, MOMagasi B MEXKIETOYHOE BEUIECTBO, MOBPEKIAIOT OKPYKAOLIUE
Tkanu [284]. bonbmioe xommnuectBO BHekJIeTouHOM JIHK cnocoOctByeT cryuieHuo
MOKpPOTHI, ycunuBas mykocrtas [70, 206, 284]. [IpucyrcTBue akTuHa HEHTPOPUIOB U
BHekserouHoi JIHK ctumynupyer npouecchl popMUpoBaHUs OMOIUIEHOK OAKTEpHSIMU
[165]. Hei#ttpodunpHble  BHEKJIETOYHBIC  JIOBYIIKH  SIBJSIOTCS  HE3aBUCUMbBIM
MIPOBOCTIATIUTENBHBIM (DAaKTOPOM U CIIOCOOHBI aKTUBUPOBATH AyTOUMMYHHBIE TTPOLIECCHI
[72], nopnepxuBast NOPOYHBI KPYT U3 OOCTPYKIIMU, HH(DEKIIMY ¥ BOCTIAJICHHUSL.

B mnpouecce uzydenus MB ycTaHOBIIEHBI T€HAEPHBIE OTIUYUS B OCHOBHBIX
NAaTOr€HETUYECKUX MEXaHU3MaxX Pa3BUTHUS U TeueHus 3a0oseBaHus. ONUCaHO BIMSIHUE
ACTPOTr€HOB HA MOHHBIN TPAHCHOPT B AMUTEIUAIBHBIX KJIETKaX. Y CTAHOBJIEHO, YTO OHU
noBbimaroT akTUBHOCT, ENaC [248, 270], 4To NpPUBOAUT K HCTOHUYCHHUIO CJIOS
KUJIKOCTH Ha IMOBEPXHOCTU PECHUPATOPHOTO HSMUTENHS, YCYT'YOJICHHIO LUIUAPHOU
TucHYHKIIMM W HapacTaHWIO sBJIeHUM MykocTtaza. Omnucana crnocoOHOCTh 17f-
ACTpaanoJia UHTHOUPOBaTh BICBOOOXKAeHHE NJI-8 OpOHXHAIBHBIM AMIUTENINEM, YTO, 1O
MHEHHUIO aBTOPOB, MPEAPACIIONaraeT pecnupaTOpHbId TPaKT 00JbHBIX MB eHImH K
WHOUIIMPOBAHUIO U KOJOHU3AIMU MaToreHHou (mopoit [87]. Dcrpammon u 3cTpuoi
WHIYIMPYIOT TPOJYKIMI0 ajlbruHaTa P. aeruginosa, crumynupys oOpa3oBaHUE
MYKOUAHBIX (hOpM MHUKpoopranuzma [156, 279].

Takum 00pa3oMm, TOPMOHAILHO OOYCIIOBJIEHHBIE OCOOCHHOCTH IIaTOTeHE3a
YTSDKEJISIOT TeUeHHe 3a00JIeBaHus y )KEHIIUH, YTO PEeau3yeTcsl B XyAllIed B CPaBHEHUU

C My)KYMHAMHU BbDKUBaeMocTH [8, 174, 248].
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1.4 MeTOI[BI HCCIICAOBAHUA COCTOSHUA OPraHOB AbIXaHUS IIPU MYKOBUCITHA03C

TsokecTh  TOpaKEHUsT  OpraHoB  JbIXaHHWS  OMNpejesseT  KauyecTBO U
MPOJIOIKUTEILHOCTh JKU3HU OonbHBIX MB [49, 65, 92]. C TeueHuem BpeMeHH
HapacTalOT CTPYKTYpHBIE TOBPSXKICHUS W  yXYAMIAIOTCS  (PYHKITMOHAIBLHBIE
BO3MOXXHOCTH  JieTknX. CHI)KEHHE TEMIIOB IPOTPECCHUPOBAHUS  JbIXaTEIbHOU
HEJIOCTATOYHOCTH SIBJIIETCSI OCHOBHOM 1I€JIbIO TEPANNKU PECIIUPATOPHOTO CUHPOMA MIPHU
MB [92].

Knvauueckre cuUMITOMBI 3a00JIEBaHUSI CO CTOPOHBI JIBIXaTEIbHBIX MyTen
NeOITUPYIOT OOBIYHO K 3 MecsiliaM >KU3HU [246] U TPOSIBISIOTCS MPEUMYIIIECTBEHHO
PEeLMIUBUPYIONIUMUA  pecnupaTopHbiMu  uHpeknusaMu  [126]. B manapHelimem
MPUCOCTUHAIOTCS XPOHUYECKUH TPOIYKTUBHBIA Kallledb, OJbIINIKa, Jedopmanuu
JTUCTANIbHBIX (haJlaHT MabIEB MO TUIY «O0apabaHHBIX Majgouek». Co CTOPOHBI BEPXHUX
JIbIXaTeNbHBIX MyTel Miisi MB TUNIUYHBI XPOHUYECKUI CUHYCUT M Ha3aJIbHBIC TOJIHUIIbI
[126, 261].

CornacHo JaHHBIM JIUTEPATYPHI, IPOrPECCUPOBAHNE PECIIUPATOPHOTO CHHIIpOMA
HAYMHAETCS HA TIEPBOM TOJy KM3HU. ExkeroaHo HaOmMroaeTcsl yXyAIlIeHHEe CTPYKTYPHO-
(YHKIIMOHATBLHOTO COCTOSIHUSL OPraHOB JbIXaHUsI C Pa3BUTHEM MOTEHIMAIBLHO
HEeoOpaTUMbIX M3MeHeHUW K Bo3pacTy 2 ser [142]. Takum oOpazom, rpyaHON H
JOIIKOJBHBI  BO3pacT MOXHO pacCMaTpuBaTh KaK  KPUTHYECKUE  TEPUOIBI
(bopMHUpOBaHUS MOBPEXKACHHS OPraHoOB JbIxaHus [154].

CyliecTBeHHBI BKJIAJl B MPOTPECCHPOBAHUE JIETOYHOTO CHUHAPOMA BHOCST
oboctpenus MB. Kaxnapiii 3mu307; 000CTpeHHs OKa3bIBaeT HETaTHBHOE BJIMSHUE Ha
BBDKMBAEMOCTh OOJIBHBIX, TEMITbI TOCIEAYIOIIETO YXYIIICHUSI JIETOYHON (DYHKIMH U
CKOpPOCTh (hopMupoBaHuS OpoHX03KTa30B [250]. YcTaHOBIEHO, YTO BBICOKAS YacTOTa
obocTpeHHit M BbIAeAcHHE P.aeruginosa B mepBble JBa roja >KU3HH MPHUBOIAT K
xynamuMm 3HadeHussM O®B; npu nepBoM H3MEpPEHHH, a TEPEHECEHHBIE TSIKEIbIC

AMU30/bI CIIOCOOCTBYIOT PA3BUTHIO OPOHX03KTA30B B JOIIKOJIBHOM Bo3pacte [235].
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Haunbonee xapaktepubiM u3MenenreM Ha KT jerkux y aCUMITOMHBIX MJIaICHIIEB
ABJISIIOTCS BO3AylIHbIe JIoBYIkH [91, 180]. IIpu oOcnenoBannu oHM BBISBISAIOTCA y 88%
JeTeit mepBoro roja xu3Hu [180], X HaM4Ke B 3TOM BO3pPACTE€ pacCMaTPUBAETCS Kak
dakTop pucka pa3BUTHS OpOHXOPKTA30B K TpeXJETHEMY Bo3pacty [246].
@DOopMUPOBAaHUIO  BO3AYIIHBIX JIOBYIIEK CIOCOOCTBYIOT MYKOHUIHBIE IPOOKH,
MEPEKPHIBAIOIINE MPOCBET JbIXaTeNbHBIX ImyTei [ 154, 240].

YacThIMU HAaXOJKaMH y TPYIHBIX AETEH, MMEIOIUX KIMHUYECKHUE IPOSIBICHUS
3a00JIeBaHMs, SBJISIIOTCS PacHIMpPeHUE U UCTOHUYECHHE CTeHOK OponxoB [198, 253], npu
MIPOTPECCUPOBAHUN KOTOPHIX (POPMUPYIOTCS OPOHXOIKTA3BI.

BpoHX03KTa3bl SIBIASIOTCS OTJIMUUTEIIBHOM OCOOCHHOCTHIO MOPAXKEHUS JIETKUX
npu MB. OHu pa3BUBarOTCs BCIEICTBUE AECTPYKIIUU DITACTUYECKUX CTPYKTYp OpPOHXOB
[203] u onpenensrorcs 'y 30-40% nereii B Bo3pacte 3-4 ser, 6ojee uem y 80% — k 5
rojiaM xu3Hu. @opMupoBaHue OPOHXOIKTA30B BEAET K CHIDKEHUIO (PYHKIIUU JIETKUX U
JIbIXaTeIbHOM HemocTaTouHocTH [ 154, 180].

OObeKTUBHAS OLIEHKAa (PYHKIMU BHEIIHEro JbIXaHus Yy mnaiueHTtoB ¢ MB
BO3MO>XHa TOJBKO IMPU KOMIUIEKCHOM HCIIOJb30BAaHUU PA3IUYHBIX JUATHOCTUYECKHUX
TECTOB.

CrnupomeTpusi — METOJl, UMEIOIIUM HAuOOJbIIIee 3HAYCHHE B OIICHKE TKECTU
MopakeHusi OpraHoB Abixanus y jul ¢ MB. 3nauennss O®PB; B npoueHTax OT HOPMBI
UCIIOJB3YIOTCS. KaK CMOoCO0 MOHUTOPHUHTA JITOYHOM (DYHKIMU, a TEMIH €XKEroJIHOrO
camkenust ODB; paccmaTpuBaeTcst Kak (akTop, MPEAONPEACIISIONINN CMEPTHOCTD TIPH
MB [92, 285]. 1o Benmnuuae ODB; MOXHO CYIUTh O BEDKHBAEMOCTH 00bHBIX: ODB;
MeHee 40% CymecTBEHHO MNOBBIMIAET PUCK cMepTH [269], mocne cHmkeHus ODB;
MeHee 30% MpOIOJKATENBHOCTD KU3HU B CPETHEM COCTaBIsET 6,6 JIET B OTCYTCTBUE
TpaHCIUJIaHTaIuK Jerkux [184].

[IpoBeneHne ciMpoMETpUr CTAHOBUTCS BO3MOXKHBIM C Bo3pacrta 5-6 Jer, Koraa
JIETH HAYMHAIOT OCO3HAHHO  BBIMOJNHATH HEOOXOAWMBIC JUISI  HUCCIEAOBAHUS
nbpIxaTelibHble MaHeBpbl [43]. Hanuume u TsOKECTh OOCTPYKTHUBHBIX HapyIICHUH

OIPEIENISAIOTCS B 3aBUCUMOCTH OT cTernieHu cHrkeHust ODPB, [79].
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Hawunyummue 3nauenus ODB; nabmonarorcs y nereii B 5-10 net, B 3ToM Bo3pacTte
bynkus serkux HauOonee ctabuibHa. [locnme 10 ner HaumHaetrcss ObICTpoe
ycyryonenue OpoHxualibHOW oOcTpykiuu [92], Haumenbiive BenuuuHbl ODB;
OTMEYaIOTCs B OJPOCTKOBOM NEPHOJE: y FoHOIIEeH B 14-15 ner, y neBymek B 15-16 net
[83, 291, 294]. DtoT BO3pacT XapaKTEPU3yeTCS HMHTECHCHMBHONH TOPMOHAIBHOM
NEePECTPONKON, CMEHOM MOJelell MCUXOCOIMAIBHOTO MOBEACHUS, YTO MPOSIBISIETCS B
HU3KOM MPUBEPKEHHOCTU K JIEYEHUIO. B MOAPOCTKOBOM BO3pacTe MPOUCXOJIUT CMEHA
JOMUHUPYIOIIEH MHUKPOQIIOPBI, YTO TaKXke CIOCOOCTBYET YXYIUICHUIO JIETOYHON
¢dbynkum [50, 83].

VY OonblMHCTBa neAuaTpuyeckux OonbHBIX MB B Hameil cTtpane oTMmedaercs
MATKOE TMopakeHue opraHoB nbixanus: 71,2% nereit umeror ODB; Gonee 70%.
Tspkenple HapyleHUs: BEeHTWIIUU co cHkeHnem OPB; menee 40% BoisiBieHbI y 5,5%
nanueHToB  [61], omgHAKO MOMOOHBIM pe3ylabTaT MOXKET OBbITh  O0O0YCIIOBIICH
npeobsagaHieM OOJIBHBIX JOIIKOJBHOIO W MIIQJUIEr0 IIKOJIBHOIO BO3pacTa Hal
MOIPOCTKAMHU.

JluHaMuKa yXyAlleHus: QYHKIMU JIETKUX Y JETe He SBIAETCS JIMHEHHOW, UMEET
3HAYMTEIBHYI0 MHIUBUAYAJIbHYIO BapHaOeIbHOCTh B TEMIIAX CHMXKEHMS U TOJIBEpKEHA
BJIMSIHHIO MHOXeCTBa (hakTopos [92].

HauGonpmmii kmuangeckuit 3pdext na ODB; oka3pIBalOT COCTOSHUE MUTAHMUS,
MAHKPEATUYECKUH CTaTyc, XpoHWueckas WHQekius P.aeruginosa m MyKOBUCIHIIO3-
3aBHUCHUMBINA caxapHbIi quadet [168].

CocrosiHue nUTaHusT W (QPYHKUUS JETKUX HAXOJATCA B TECHOW B3aMMOCBS3H.
Ananu3z  EBpomelickoro peructpa OonapHbIX MB  mokaszan, 4YTO  TSOKENble
BEHTWISILIMOHHBIE HapyIICHUs HaOM0aduch B 6 pa3 yalie y JUI C HU3KUM HHAEKCOM
Maccel Tena (MMT) [168]. Camwxenne UMT Huke 25 mepueHTHIsI XapaKTepU30BaJIOCh
3HayMMO OoJiee HU3KOW (PyHKIMEH BHEUIHEro AbIXaHUA Yy poccuiickux aeredt ¢ MB, a
YIIyYIIEHHE HYTPUTHUBHOIO CTaTyca CONpoBOJajioch mnosbimieHueM ODPB; u OKEJI
[83]. Hamnyumme 3nHauenus npu nepBoM usMepennun ODB; HaOmromannch y AeTe,
COCTOSIHME MUTAaHUS KOTOPHIX ObLIO Bbimie 10 MepueHTHIs MO KPUTEPUIO «BEC K

BO3PACTY» Ha MPOTSHKEHUU 3 JIET, MPEANISCTBYIONIMX MpoBeneHuto crimpoMetpuu [103].
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[IpubaBku B Macce W yNydilleHWE TOKa3aTelsi «BEC K BO3PACTy» CIOCOOCTBOBAIHU
3amemnieHnto temMnoB najneHus O®B; [281]. IIposenennoe B Coenuuennbix LllTtarax
AMEpPUKHU NOMYJISLUOHHOE UCCIIEI0BAHUE YCTAHOBUIIO, UTO KPUTEPU «BEC K BO3PACTY»
oonee 10 nmepueHTHIISI B BO3pacTte 4 JIET aCCOUMUPYETCS C XOPOLIUM KOHEYHBIM POCTOM,
aydmed (QyHKIUEH JIETKUX, MEHBIIMM KOJMYECTBOM OCJOKHEHUM U JIydIlIeH
BBDKMBAEMOCTBIO Ha NMpOTsbkeHuu 18 et [295].

3amepkka pocTa OoTpakaeT TspKenoe TedeHue 3aboneBanus [183]. Kpurepuit
«pocT K Bo3pacty» Hmke 10 mepuentunss HaOmromaercs y 26% nereit ¢ MB, B Tom
yuciae y Kaxzaoro mnstoro pedbenka ¢ HopMmainbHbiM WMT [107]. BsipaxkenHas
HU3KOPOCJIOCTh (MEHEE 5 TEepUEHTUsIsI) SBIACTCS HE3aBUCHUMBIM MPEIUKTOPOM
HEOJIAronpusITHOTO MUCX0Ja Y JETEH U MOBBIIIAET OTHOCUTENBHBIN PUCK CMEpTH B 2,2
paza [269].

[Tankpeatnueckuii craryc npu MB HENOCPEICTBEHHO CBSI3aH C HaJUYUEM
«MsTkux» Mmytanuil. [lanueHtsl ¢ coxpaHHOW (GYHKIHMEH MOIKETyI0YHOM Kee3bl
MMEIOT JIy4lllM€ TMOKa3aTeJd (PYHKIMU BHEIIHETO JbIXaHHWS HE3aBUCHUMO OT MPOYMX
daktopoB pucka [168], Obictpomy cHkeHnio O®B; cnocoOCTBYyeT HK30KpUHHAS
naHKpeaTHYecKas HeJ0CTaTOYHOCTh [92, 285].

Xponuueckas uHpeknus P. aeruginosa sBasieTcss XOpoIno W3yudeHHBIM (aKTOpOM
pUCKa YyXyIIIeHUus (PYHKIIUU JIETKUX, YBEIWYUBAIOIIMM TEMI E€XETOJHOTO TaJCHUS
O®B; Ha 0,5% [285]. Tsaxenas oOcTpykuusi OpoHXOB B 2,4 pa3a yaile BCTpEYaeTcs y
OOJIbHBIX C XPOHHUYECKHM BBICEBOM CHHETHOWHOW majiouku [168], mporpeccupoBanue
BEHTWISIIUOHHON HEJOCTATOYHOCTH MPOUCXOIUT OBICTpee B ciydae WMHOUIIMPOBAHUS
MykouaHbiM ImTamMmoM [92, 100]. Poccuiickue OOJbHBIE C XPOHUYECKUM BBICEBOM
P. aeruginosa aeMOHCTPUPYIOT OoJjiee HHM3KHE IMOKA3aTeNId JICTOYHOW (YHKIIMH, YeM
uHuIMpoBaHHBIE S. aUreus Juia, OJHAKO caMoe€ 3HauuTenbHOoe CcHikeHue ODB,
XapakTepHO I HHPHUIMPOBaHusa OakTepusimu poaa Achromobacter [83].

MyKOBHCIIUI03-3aBUCUMBIN  CaXxapHbI 1HAa0ET acCOIMUPOBAH C  OBICTPHIM
YXYAIUIEHUEM JIErOYHOW (PYHKIMU M TIOBBIIIEHHBIM PHUCKOM JIETAIBHOTO McXoja [88,
168]. Ero Hanmuuue ycKopsieT IpOTrpECCUPOBAHUE MOPAXKEHHUS JIETKUX B MOJPOCTKOBOM

Bo3pacte [92]. bonbHBIE C MYKOBHCIU03-3aBUCUMBIM CaXapHbIM JTHa0E€TOM HMMEIOT
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Oonee TsDKEMyl0 OpOHXMAJIbHYIO OOCTPYKLHIO B CpPaBHEHHUH C TMalMeHTaMu 0Oe3
HapyIIEHs YTICBOJHOTO OOMEHA yKe B IETCKOM Bo3pacte [83].

JInarHocTruka peCTpUKTUBHBIX HAPYIICHU BEHTUISIIIMM BO3MOXKHA TOJIBKO MOCIIE
MIPOBENCHUS OOIUTIIIETU3MOTPaQ UK, KOTIa PETUCTPUPYETCS CHIDKCHHUE 001l eMKOCTH
nerkux [64]. Ins 6onpHbIx MB XapakTepHO 3HAYMTENbHOE MOBBIIIEHUE OCTATOYHOTO
o0beMa, KOTOPhIE aCCOIIMMPOBAHO C OOJIBIIIMM YKMCJIOM BO3AYIIHBIX JIOBYIIEK [77, 172,
189]. IlpoBenmenue OomuruieTusmMorpaduu TpeOyeT BBIOJHECHUS JAbIXaTEIBHBIX
MaHEBPOB 1 BO3MOKHO Y HAI[UCHTOB cTapiie 6 et [44].

KonndyectBo MeTO0B (hyHKIIMOHATBLHOW MTUArHOCTHKH, TO3BOJISIIONIUX OICHUTH
cocTossHAe (YHKIMHM BHEIIHETO [bIXaHWS y JeTed Miaame 6 JieT, OrpaHHYeHO.
Haubonee pacnpocTpaHeHHBIMH  METOJUKAMHM  SIBJSIOTCS ~ TEXHUKA  OBICTPOM
TOpaKoadIOMUHAILHON KOMIIpeccuu MOBBIMIeHHBIM o0beMoM (Raised-Volume Rapid
Thoracoabdominal Compression Technique, RVRTC), BbIMbIBaHHE WHEPTHOTO Ta3a
METOZOM MHOXecTBeHHOTo gbixanus (Multiple-Breath Washout, MBW) [98],
umnyiscHas ocuuutomeTpus (MO) u KbDI™ [43].

Momudukanueit 6oaurerusmorpadun  spisiercs RVRTC, mo3Bosstonias
MPOBOJUTH OIICHKY CKOPOCTHBIX TlapaMeTpoB (YHKIIMHM BHEIIHETO [bIXaHHUS ¥
HOBOPOXKICHHBIX M TPYAHBIX aetei [98]. MccnenoBanue BBITIOMHACTCS MOJ] HAPKO30M.
B npixatenbHble MyTH peOeHKAa BO BpeMs BOXa depe3 MAacKy IMOJAeTCs BO3AyIIHAs
CMECh B TIpenenax JpIxareabHoro o0bema. [lo 3aBepiieHnr MPUHYIUTEIHHOTO BIOXA
MPOBOJISATCS OBICTPHIE KOMIIPECCHH TPYTHOM KIJIETKU C TTOMOIIBIO CICIIHAIIBHOTO KUJIETa
[199], umuTHpyroUMEe MaHEBpP (POPCHUPOBAHHOTO BBIAOXAa NpH crnupomeTpuu [228].
OCHOBHBIM H3MEPSEMBIM MTAPAMETPOM SIBISIETCA 00beM (PopcupoBaHHOTO BbII0XA 3a 0,5
cekyuasl (ODBgs) [199, 228]. Meron mpuMeHMM [JIsl OLIEHKH (PYHKIIMOHAIBHOTO
COCTOSIHUA JIETKUX Y OOJIbHBIX MEPBBIX ABYX JET ku3HuU [240].

Omnenka gynkiuu nerkux manenies ¢ MB merogom RVRTC cBunerenscTByeT
0 HaymuuuK OpoHxuanbHOM o0cTpykuuu. R. Gauthier et al. o6cnenoBanu 30 GOMBHBIX,
BBISIBJICHHBIX I10 Pe3yJIbTaTaM HEOHATaJIbHOTO CKpUHUHTA. HecMoTps Ha OTCYTCTBHE B
aHaMHE3€ TEePEHECEHHBIX »SIU30JI0B pecrnuparopHoir uHpeknuu, y 30% npereir B

Bo3pacte 10 Hemenpb sxu3HM ObLTO BhIsiBIIEHO cHIDKeHHe ODBgs [153]. T. T. D. Nguyen
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et al. mpocneaunu 3a cocrosiHEEM JIero4HON GyHKImMU 72 OonmbHBIX MB B TeueHue 9
mecses. [Ipu nepBoM nsmepenun B 3 mecsina xu3Hu Bee napamerpsl RVRTC B rpymnme
OOJBHBIX JieTel ObUIM 3HAYUMO HUXKE, YEM B COIMOCTABUMOM MO BO3PACTy KOHTPOIBHOU
rpynne. [loBropnoe mpoenenne RVRTC B 12 MecseB oTpa3uio 3HAUUTEIBHOE
ynyumienne O®PBgs Ha ¢one mpoBogumoit Tepanuu [166]. N. Pillarisetti ouenun
BIUsiHUE MUKpodiopbl Ha ¢yHKIUIO Jerkux y nerer ¢ MB. K Bozpacty 2 ner
HanOosbIue Temnbl cHIKeHUusT ODBg s HaOMOgAHCh Y O0NBHBIX, HHPHUITUPOBAHHBIX
S. aureus unu P. aeruginosa [193]. Huzkue 3nauenus ODBgs ObLIM acCOLMUPOBAHBI C
pa3BHUTHEM CTPYKTYPHOTO IMOpakeHus Jierkux [98, 151].

Meroauka MBW mno3BossieT OLEHUTh PAaBHOMEPHOCThH JIETOYHOM BEHTHIISAIUU
HOCPEICTBOM M3MEPEHHUSI CKOPOCTH YJaJICHUS ra3a-MHIUKaTopa u3 Jjerkux [64, 240].
HccnenoBanre He UMEET BO3PACTHBIX OFPAHUYCHUH, Y TPYIHBIX JIETEH JOMOJHUTEIIBHO
Tpedyetcs cenanusi [240]. [Ipu nposenennu MBW peGeHok BapixaeT MHEPTHBINA Ta3
(remuit, aproH uiau TrekcadIoopua cepbl) yepe3 MOAUPHUIMPOBAHHYIO MACKy WU
3aryOHUK. 3aTeM ATOT ra3 «BBIMBIBAETCS» C MoMolplo uHramsauuu 100% xuciopona.
OCHOBHBIM TIApaMETPOM, OTPAXKAIOIIMM HEPABHOMEPHOCTh BEHTWIIALIMU, SIBIISIETCS
WHJICKC KupeHca Jierkux [98].

HezaBucumo ot Bo3pacta, y 001pHBIX MB uHAeKC KiupeHca Jerkux ObUT BHIIIIE,
YeM B KOHTPOJbHBIX Tpymmax [98, 152, 161, 210, 287]. Ilo ganusim P. Aurora et al., ero
MOBBIIIIEHWE Y UETHIPEXJICTHUX JETEed MOXKHO paccMaTpuBaTh Kak MPEIUKTOP
BEHTHISAIIMOHHOW HEIOCTAaTOYHOCTH K Hadany oOydeHus B mkoisie [209]. M. Svedberg
NPEUIOKUIT CUYUTATh MPUPOCT HMHJEKCAa KIHMpPEHca JieTkux Oonee yeM Ha 17% ot
NPEeAbIIYIIEr0 U3MEPEHUsI MHIUKATOPOM MNPOTPECCUPOBAHMS JIETOUHOTO CHUHIpOMA Y
KJIMHAYECKH CTaOMabHBIX Aered [287]. Muduuuposanue P.aeruginosa u BbICOKas
koHueHTpamuss WNJI-8 cmocoOcTBOBaNM pa3BUTHIO HEPABHOMEPHOCTH BEHTUJISLIUU
aerkux [152]. YV MIKOJBHUKOB YCTAHOBJICHA BBICOKAs KOHKOPAAHTHOCTb MEXIY
WHJIEKCOM KJIMPEHCA JIETKUX U MHACKCAMH, OTPaKaIOIUMHU BbIPAXKEHHOCTh U3MEHEHUN
Ha KT nerkux [240].

MO uccnenyer npoxoauMocTh OPOHXUATLHOTO JepeBa MOCPEACTBOM T€HEpaIuu

(bopcupoBaHHBIX OCIMJUISIIUN ¢ 4acTOTOM OT S5 110 35 I'l1, MOChIIaeMbIX B JIbIXaTEIbHbIE
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NyTH W HaclauBawIIUXcsi Ha JbixaHue mnaruenta [191]. Ilpumenenue wetona
BO3MOJKHO Y JieTeid crapire 2,5 net [43].

VY crabunbHbIX 0071bHBIX MB B cpaBHeHHMH C TpYINIONH KOHTPOJISI HAOIIOaI0Ch
MOBBIIICHUE COMPOTHUBJIEHHUS HA 4yacToTax OT 5 10 20 ' m apIXxaTenpbHOr0 UMIIEIaHca
Ha yactotre 5 ['1l. 3HaueHus peakTaHca Ha COOTBETCTBYIOLIUX YacTOTaX ObUIM HUXKE, YTO
OTpaXxkajilo Hajguyue JaucTanbHol oOcTpykiuu [164]. OOocTtpenue 3aboJieBaHUS
COIPOBOXAANIOCh HapacTaHueM nepudepudeckoir odctpykuun no ganaeiM MO [55,
164], omHakKo B CpaBHEHHH CO CIHPOMETPUEH IMOBTOPHOE HMCCIEAOBAHUE OKA3aJOCh
MEHEE UYyBCTBHTEIHbHBIM OTHOCHUTEIIPHO NWHAMHKHU JIETOYHOW (DYHKIIMHM TOCIE Kypca
BHYTPUBEHHOH aHTHOakTepuanbHoi Teparuu [97]. D. Raj et al. ycranoBwim Hanmuue
yMEpEHHOW oTpuuarenbHoi koppemsiuun Mexnay OOPB;, ®XEJI u ocHOBHbIMU
napamerpamu MO — uMnenaHcoMm W compoTuBieHMeM Ha dactore S5 [ [132].
HenmocratkoM wucciaegoBaHus SBISIETCS OTKa3 HEKOTOPBIX JETEW JbIIIaTh MPOTUB
T'eHEPHUPYEMBIX MPUOOPOM OCMIUIALIN# [43].

B oTiauume OT omMCaHHBIX BBIIIE METOJAOB MCCIIEIOBAHUS, JHUArHOCTUYECKHUE
Bo3MOkHOCTH KB®I" npu MB u3yueHnsl Maio.

B ocnoe Kb®I' nekuT 3anuch 3ByKOB, BO3HUKAIOIINX ITPU CIIOKOWHOM JIBIXaHUN
pebenka, u nocienyromas nudposas 00paboTKa MOTYyUYEHHBIX CUTHANIOB. CrielaibHO
pa3paboTaHHbIE BEICOKOUYBCTBUTENBHBIE JATUNKH PETUCTPUPYIOT KOJICOAHUS 3BYKOBBIX
BOJH B IIMPOKOM CIIEKTpPE YacTOT, BKJIIOYAash 4YacTOThl, HE BOCIPUHUMAEMbIC
Y4eJIOBEUCCKUM YXOM IpH ayckysbTaiuu [38, 43].

C nmomomipro Kb®I' Bo3MOkHa OTHOBpEMEHHAS OLICHKA COCTOSIHUS KaK BEPXHMUX,
TaK W HIDKHUX JbIXaTenbHBIX myTei [38]. MHTepnperanus pe3yabTaTOB UCCICIOBAHUS
HE 3aBUCHUT OT CTENEeHU (U3UUECKOTO pa3BUTHUS peOCHKA, €To Bo3pacTa u noja [6].

APJl; oTpaxkaeT H>HEpPruro, 3aTpavyuBaCMYI0 PECHHUPATOPHOM CHUCTEMON Ha
MPOXOXKJEHUE 3BYKOBOl BOJHBI IO BEPXHHUM JbIXaTelbHbIM NyTsM. CyXeHue Hx
MPOCBETA TIOBBIIIAET COMPOTUBJICHUE BO3JIYIIHOTO TMOTOKA, YTO pPEaIu3yercs B
yBenmueHun APJ1; 6onee 100 mx]Ix [38].

KB®OI' ycnenmrHo WCMONB3yeTcsi B JUATHOCTHKE W KOHTposie 3(PQPeKTUBHOCTU

Tepanuu Ha3ajJbHON OOCTPYKIMH MPU OCTPOM U AJUIEPTUYECKOM PUHHUTE Yy AeTeil [4,
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29]. TloBeimenue APJ[; y Kypsmmumx MTOAPOCTKOB TMOATBEPKAACT IMOBPEKIAIOIICE
JeHCTBHE TaDAYHOTO JIbIMA Ha CIU3UCTYIO0 000J0UYKY BEPXHHUX AbIXATENbHBIX IyTen [11,
219].

APJl; xapakTepu3yeT COCTOSIHHE CPENHUX AbIXaTeIbHbIX ITyTed. Ero yBenndyenue
oonee 10 M/ oTpakaer oOTypalMiO MPOCBETAa KPYMHBIX U CpPEAHUX OpOHXOB
0O0JIBIINM KOJIMYECTBOM cim3u [38, 75].

[ToBeimenne APJl; HaGmiomaercss y JeTeil C OCTPBIMH  PECHHPATOPHBIMU
3a00JIeBaHUSIMU, COIPOBOKJAIOIIMMHUCS MAJONPOAYKTUBHBIM KalllJIeM, B TIEPUOJE
paspemieHusi nHeBMoHuu [75]. Ilpm  ocTpeix  OpoHxuTax |y JAeTed C
HenuhepeHIUPOBAaHHOW — JUCIUIA3UEH  COCIMHUTENBHOM  TKAHW  OTMEYaeTcs
BeIpakeHHOe yBenuuenue AP/I; [40].

Cpenu mapametpoB, omnpenensieMbix npu Kb®I', Hanbosbiiiee 3HaY€HUE UMEET
AP/1,, noBeiieHne koroporo 6osee 0,2 M/ oTpakaeT Hanuuue OOCTPYKLUNUN HUKHUX
JbIXaTebHBIX TyTei [38, 128].

HccnepoBanne OpoHxuanbHOU mpoxogumocTu ¢ nomoinbio Kb®I' He Tpedyer
JIOTIOJIHUTEIBHON CEelallii W HE BbI3BIBAET JAUCKOM(pOpTa y MalueHTa, MO03TOMY
HaxXOAWT MIMPOKOE MpPHMEHEHHWe B mexuaTpuueckoil mpaktuke [38, 129]. Meton
XapaKTepU3yeTcsl BBICOKOM 4yBCTBUTEIBHOCTHIO (86,4%) u cneruduanoctbio (90,1%)
[129].

KBOI' npumensercs kKak crnoco0 OOBEKTUBHOM JUArHOCTUKH OOCTPYKLIMH
OpoHxOoB  paznmuuHod  dtuojorur. lloBeimenue AP/, HaOmomaercs  mpu
OponxoneroyHon aucmiazuu [25, 27, 35], OOCTPYKTUBHOM H PEIHUIWBUPYIOIIEM
oponxwure [1, 24], OponxuaapHOU actMe [5, 17, 19], BpoxaeHHBIX MOpoKax cepamna [69].
Ypoens APJl, mo3Bossier mpoBoauTh AU GEpeHITNATBHYIO JTUATHOCTUKY MEXKTY
OpOHXO0O0OCTPYKTUBHBIM CHHAPOMOM M JUCIIHOA Tpu HeBpo3ax [44]. CHmwxkenue AP/l
Ha 50% u GoJyiee OT UCXOTHOTO YPOBHS MOCIIC MHTAISIIIMN OPOHXOJMTHKA TTOITBEPIKIACT
oOpatumocTh OponxuanbHOW oOcTpykumu [20, 127]. ComocraBiieHne pe3yabTaToOB
cnupomMerpun U KBODI' y OonbHBIX OpOHXHMAIBbHOM acTMOM TOBOPUT O OOJbIIEH

qyBcTBUTENILHOCTH KBDI™ B BBISBICHUM BEHTHJISIIMOHHBIX Hapymienui [1, 18].



43

Pesynbratel oOcnenoBanus OonbHbIX MB nereit oTpakaioT HEOIHO3HAYHYIO
kaptuny. Ilo  ganweim  W. E. CmupnoBa u  O. B. TapacoBoii, = pemuccus
OpOHXOJIErOYHOTO Mpolecca XxapakTepusyercs nosbiieHueM AP/l u cumxenuem AP/l3
y IETEH ¢ JIETKUM U CPEIHETsDKEIbIM TeueHueM 3aboneBanus [77, 78]. Ilo HaGmroaeHuIO
M. M. YenypHoi, TunuuHbiM wu3MeHeHneM Ha KBb®I' B pemuccum sBusgercs
yBenmuueHue kak APJl;, tak u AP/3 [25]. ¥V Tskenbix OOJMBHBIX B CTaOHIBHOM
cocTossHUM He Habmomaercs moBbimieHus APJ[;, 94TO CHmWKaeT JMArHOCTHYECKYIO
uH(bOpPMaTUBHOCTH MeToaa [77, 78].

C TOYKHM 3peHUsl peCIUPaTOPHON aKyCTUKH, IpU YacToTe Kojedanuii Huxe 100 n
cBbiiie 600 ' 3ByK pacnpocTpaHsieTcs: 1o OpOHXHUAJIBbHOMY JIEPEBY NMPEUMYIIECTBEHHO
NyTeM MPOAOJBHBIX KOJeOaHUM BO3JyXa, a 3BYKOBas DJHEpPrusi, reHepupyemas B
pecnupaTopHOil cucTeMe, OBICTPO 3aTyXaeT BCIIEICTBHE BA3KOAIACTHUYHBIX CBOMCTB
OponxuanbHOM cTeHku [23]. BponxuanbHas OOCTPYKIUS MPUBOIUT K YCUICHHUIO
IpOLECCOB 00pa3oBaHUA TYpOYJIEHTHBIX IOTOKOB BO3/yXa, 4YTO MpPOSIBISETCA
NOBBIIIGHUEM JHEpreTHueckux 3arpar u mnoBeimeHneM AP, [38]. Opnnako
pacnpoCTpaHEHUE 3BYKOBBIX BOJH HEBO3MOXXHO ©0€3 CBOOOJHOrO  JIBUYKEHUS
BO3JIYIIIHOIO C€TOJ0Aa — TpH TOJHOM THEPEKPBITUM MpPOCBETa OpOHXa MYKOMJIHON
npoOkoi koniebanusi npekpamatorcs [23]. [lpu npoxokaeHuu BOJHBI Yepe3 OYEHb
BA3KYI0O U TYCTYKO MOKPOTY MPOMCXOJIUT CYLIECTBEHHOE IOIJVIOLIEHUE JHEPTUH, UTO
CIIOCOOCTBYET OCJIA0JICHUIO 3BYKOBBIX CUTHaNOB [31]. DT MeXaHU3MBI, BEpOsITHEE
BCETO, SBJISIIOTCS BEAYIIMMH TPUYMHAMHU CHIDKeHHS uHpopMatuBHOocTH KBOI' y
O0onpHBIX MB Tskenoro TedeHus. [[aHHYHO THUMOTE3y KOCBEHHO MOJTBEPKAAIOT
CBEJICHHMS O CYIIECTBEHHO OoJiee HU3KUX 3HadeHusx APJl, mpu MB B cpaBHeHUU ¢
OONMBHBIME OpOHXUANBLHOM acTMol [25, 58], a Takke 3HAYUTEIHPHOE YMEHBIIIEHUE BCEX
napamerpoB Kb®I" ipu o06ocTpenunu terounoro cuuapoma [77, 78].

B orcyrcTBHEe TEeXHHWYECKOM BO3MOXHOCTH OOBEKTUBHOTO HCCIEAOBAHUSA
(GYHKIIMOHAJIBHOTO COCTOSIHMS JIETKUX pedeHky ¢ MB mpoBoautcs oOmeKInHuYecKoe
oOcneoBaHUE B COOTBETCTBUM C KIMHUYECKMMU PEKOMEHIALMSIMHU 1O BEJACHHIO
naHHOU Ho3oJyioruu. JKenarenbHa MHTEpHpETAUs KIMHUYECKOTO COCTOSHUS OOJIBHOTO

B coorBercTBUM co LB, koTOpas HE yTpaTwiia CBOEH aKTyaJbHOCTH IO HACTOsIIEE
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Bpemst [257]. HWcmons3zys IHIIB, Bpau cnocoOeH mNpeaBapUTENIbHO OIEHUTH
(GYHKIIMOHATFHOE COCTOSIHHUE JICTKUX BBUAY HAIWYWS CHJIBHOW IMOJOKUTEIHLHOW CBS3U
MeX Iy UTOroBoM cymmoit 6amios, O®B; u ®XEJI [230, 260].
UcnonszoBanne Kb®I' gBnsieTcss 1O0CTATOYHO NMEPCHEKTUBHBIM [IJIs1 BBISIBICHUSA
OpOHXO0O0OCTPYKTUBHOIO CHHJIpOMa y JAETell paHHero Bo3pacta, crpaaaronmx MB.
Opnako TpeOyeTcsi MPOAOHKEHHE HUCCIEIOBAHUN Il YTOYHEHHUS JAMArHOCTHUYECKOM

SHAYUMOCTHU MCTO/JIa Y TaAKUX ITAIITUCHTOB.
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['JTABA 2 MATEPHAIJIBI U METObI UCCJIIEAOBAHNA

PaGota BbImosHeHa B (eaepalibHOM TOCYJaPCTBEHHOM  OIOJIKETHOM
o0pa3oBaTeNbHOM YUPEKICHUH BBICIIETO oOpazoBaHuUs «OMckui
rOCyJ1apCTBEHHBIN MEIUIIMHCKUM YHUBEPCUTET» MUHUCTEPCTBA 31paBOOXPAHEHUS
Poccuiickoit ®deneparuu (peKTop — JOKTOp MEIUIMHCKUX HaykK, mnpodeccop
M. A. JluB3an), Ha kadenpe rocnuTaIbHOW TeAUATpHUH (3aBemyIomas — JTOKTOP
MenuuuHCKuX Hayk, jAoueHT E. b.IlaBnuHoBa), B OIOMXKETHOM YyUYpexICHUU
3npaBooxpaHeHus: Owmckoit oOmactu «OOnacTHasg JeTckas  KJIMHHYECKas
oonbHMIIa» ropoaa Omcka (rnaBubiid Bpau — O. FO. 'opOyHoB) B 2013-2017 romax.
Hayunass pabGora Oblma omoOpeHa  dTUYECKHMM  KomMuTeToM  OMcKkoi

rocyapCTBEHHONU MEIUIIMHCKON akagemMuu (mpoTokod Ne58 ot 14.11.2013).

2.1 JIuzaiiH KIMHUYECKOTO UCCIICIOBAHUS

HccnenoBanne 0AHOMOMEHTHOE METOJIOM MOMEPEYHOIO CPE3a MPOBOIUIIOCH
B JIBa dTamna. J[u3aiiH ucciieoBaHus IPEACTABJICH HA PUCYHKE 1.

Ha mnepBom »srame 3amadeil pabOTHI SIBISUICS CPaBHUTEIBHBIN aHAIN3
napaMeTpoB (PYHKIIMM BHEIIHEro JbixaHus Jnered ¢ MB u ux 310poBBIX
CBEPCTHHKOB.

Ha ocHoBaHWMM aHaMHECTUYECKHX JAHHBIX ObUTH COPMUPOBAHBI OCHOBHAS
Y KOHTPOJIbHAS TPYIIIIHI.

B ocHoBHYy!I0 rpynimy ObUIH BKIIOUEHBI 48 1eTeil B Bo3pacTe OT 3 MECSIEB J10

17 ner 11 mecsd1eB ¢ YCTaHOBIEHHBIM B COOTBETCTBUU C PEKOMEHAALUSIMU
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skcneptoB European Cystic Fibrosis Society 2014 aumarnozom MB. Hannuwe
3a00JieBaHUsl Yy TAaIlMeHTa C HEOHATAJbHOW THIEPTPUIICHHOTEHEMUEH W/ WU
XapaKTEPHBIMU KIIMHAYECKUMHU MPOSIBIICHUSIMU HOJITBEPKIAIOCH
MOJIOKUTEIBHBIMU PE3yJbTaTaMH IMOTOBOW MPOOBI B COUYETAHUU C OOHApPYKEHHEM
nByX 3HauuMbIX MyTaiuii B CFTR.

Kputepun BkiIIOUeHUsT JE€TEM B OCHOBHYIO TIpYIIy: a) PpPEMHUCCHUS
OponxojerogHoro mporecca; 0) uHPOPMUpPOBAHHOE ITOOPOBOIBHOE COTJIACHE
3aKOHHBIX MpeACTaBUTENECH peOeHKa OO MOAPOCTKA MATHALATH JIET U CTaplle
HA Y4acTHUE B UCCIICIOBAaHUH.

Kpurepuu uckiouenus: a) 000CTpeHHE OpPOHXOJErOYHOro Impoiecca; 0)
OTCYTCTBHE  MH(OPMHUPOBAHHOTO  JIOOPOBOJBHOTO  COIJIACHSI  3aKOHHBIX
npeacTaBuTeNel pedeHKa IMO0 MOaPOCTKA MATHAIIATH JIET U CTapIIe Ha ydacTue

B UCCJICOJOBaHUH.

: 13ran | Kpurepun BKIIIOUEHUS U UCKITIOYCHUS
I

JetH 7o 6 aer aern 7o 6 aer
"
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rpynmna, n=48 6 S
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ABIXAHHSA « Cnupomertpus

Pucynok 1 — JluzailH KIMHUYECKOTO UCCIIEIOBAHMS
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Kontponbnast rpynna Obuta chopmupoBana u3z 91 pebGenka B Bo3pacTe OT 3
Mmecsaues 10 17 ner 11 mecsues.

Kputepun BKiIIOUEHHUSI B KOHTPOJIBbHYIO IPYIILYy: a) YCIOBHO-3/I0pOBbIE JIeTH O€3
OCTpPBIX JMOO XPOHMYECKUX 3a00eBaHMl OpraHOB JbIxaHUs; O) OTCYTCTBHE
XPOHUYECKOH COMaTU4eCKOU aTOJIOTHH, CHOCcOOCTBYIOLIEH pa3BUTUIO
OpOHXOOOCTPYKTUBHOIO CHUHApOMa (Tapa3uTapHble MHBa3uH, 3a00JIEBaHUS BEPXHUX
OTJIEJIOB KEITYJOYHO-KUIIEYHOTO TPAKTA, BPOXKICHHBIE W NPHOOPETEHHBIE IMOPOKHU
cep/ra ¢ 00oraieHreM Majoro Kpyra KpoBooOpalieHus); I') OTCyTCTBUE 3a00JIeBaHUN
HEHTPaJIbHON U mepuepruueckoil HEPBHOW CHCTEMBI, MPUBOASIINX K (POPMUPOBAHUIO
JBIXaTeIbHOW HEIOCTATOYHOCTH; 1) HH(OPMUPOBAHHOE JOOPOBOJIBHOE COTJIACHE
3aKOHHBIX Ipe/icTaBuTeNe pedeHka MO0 MOAPOCTKA MATHAALATU JIET M CTaplie Ha
y4acTHUE B HCCIICJOBAaHUMU.

Kputepun wuckmroueHus: a) Haauyue y peOeHKa Ha MOMEHT IpPOBEACHUS
UCCIIEJOBAaHMUSI CHMIITOMOB OCTpPOTO peCcHHpaTOpHOro 3aloyieBaHusA; O) JETH C
XPOHUYECKUMH 3a00JIEBAHUSIMM OpPraHOB JIBIXaHMS; B) HAJIMYHUE XPOHUYECKON
COMAaTHYECKOW MAaTOJIOIMH, CIIOCOOCTBYIOIIEH pa3BUTHIO OpOHXOOOCTPYKTHBHOIO
cuHApoMa (mapa3uTapHble HMHBA3UM, 3a00JEBaHUA BEPXHUX OTAEIOB KEITYJOYHO-
KUIIEYHOTO TPaKTa, BPOKJICHHbIE U MPUOOpPETEHHBIE OPOKHU cepila ¢ o0oraieHueM
Majloro Kpyra KpoBooOpallleHHs), T) HaJIuuhe 3a00J€BaHUM IIEHTPAJIbHON U
nepupepruueckoil HEpBHOW CHUCTEMBbI, MPUBOIAIIMX K (POPMHUPOBAHHUIO JIbIXATEIHLHON
HEJIOCTaTOYHOCTU JI) aKTUBHOE KypeHHe peOeHKa JMO0O0 MOAPOCTKA; €) OTCYTCTBHE
MH()OPMHUPOBAHHOTO JOOPOBOJLHOIO COTJIacUsl 3aKOHHBIX MpeACcTaBUTENe peOeHKa
a1M00 MOAPOCTKA MATHAIUATH JIET U CTapIlIe HAa y4aCTUE B UCCIIECOBAaHUU.

VYuuTbiBass MPOrpeMEeHTHOE TedeHHe 3a00JieBaHUSI C OJHOW CTOPOHBI, U
CIIOCOOHOCTh peOEHKa K MPOBEJCHUIO COUPOMETPUU — C JAPYroi, MalUeHThl ObLIN
paznenensl Ha 4 noarpynnbsl. C  yd4eToM pEKOMEHAAIMil OTEYECTBEHHBIX U
MHOCTPAHHBIX HCTOYHHMKOB HCCIEAOBaHHE (DYHKUMU BHELIHErO MABIXaHHUS METOAO0M
CIIUPOMETPUU MPOBOAMIOCH BCEM JETSM B Bo3pacTe 6 JieT U crapiie. Takum oOpazom,
netu ¢ MB, He mocturmme Bo3pacta 6 net, Bouuin B 1 moarpymmy, 6oisHbie MB

crapuie 6 ser ObulM BKIIOYEHBbI BO 2 moarpymmy. [loarpynmy 3 cocraBwiud aetTu
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mtauie 6 get 0e3 maToJoruu OPraHoB JbIXaHHUA, a YCIOBHO-3/I0POBBIE IETH B BO3PACTe
6 JeT ¥ cTapuie BOLLIU B 4 MOATpYyMIY.

UccnegoBanne (yHKIIMM BHEIIHETO JbIXaHWS Yy TMALMEHTOB OCHOBHOW W
KOHTPOJIbHOM Tpynn  OCYHIECTBISUIOCH Ha 0Oaze KabOuHera (yHKIIMOHAJIHHOU
JWAarHOCTUKHU  IYJIbMOHOJOTHYECKOr0 oOTaeneHus W LleHTpa 3700poBbs  nieTei
OIO/DKETHOTO YUpeXJIeHUs 31apaBooxpaHeHus OMckoil obnmactu «O6nacTHas AeTckas
KJIIMHU4YecKasi 001pHUIIa» ropoaa OMcka.

Onenka cocrosiHust (yHKIMM BHEIIHEro nabixanus wmetonoM KBOI' Obuna
IIPOBEICHA y BCEX JIETEW, BKJIIOYEHHBIX B HCCIEAOBAaHWE HA JaHHOM HdTane. Jlis
IIPOBEACHUS Kbo®I' HCIIOJIb30BAJICS npuodop OponxodoHorpaduyecKuii
nuarHoctuyeckuit  aBromatuszupoBaHHbli  «IIATTEPH-0O1»  (u3rotoButens  —
HanvoHanbHBIM  MCCIENOBATENBCKUM YHUBEPCUTET «MOCKOBCKMM JHEPreTUYECKUAN
UHCTUTYT», Kaeipa HHKEHEPHOU KOJIOTUN U OXPaHbl TPY/la) C MAKETOM MPHUKIAIHBIX
nporpamMmM, peaau3oBaHHbIXx B cpeae “‘Delphi” wa mmargpopme IBM PC
(peructpaunonnoe yaoctoBepenue No CP 2009/04789 ot 22.04.2009 r. OenepanbHas
ciry>k0a 1o HaA30py B cepe 3ApaBOOXPaHEHHSI U COLIMATIBHOTO Pa3BUTHSA), B KOMIUIEKTE
¢ HoyTOyKOoM Asus EeePC 1225B.

VY nereit 10 rojia 3anMch AbIXaTENIBbHBIX IIIYMOB ITPOBOJNIIACH B ITOJIOKEHUH JIEKA,
y J€TE€HN CTaplle rojia B MOJIOKEHUU CUAS MPU CIIOKOMHOM JAbIXaHUU. MHransunoHHas
Tepanus y JETed OCHOBHOW TPYIINbI OCYIIECTBIAJIACh 3a 8 YacoB [0 MOMEHTA
npoBeeHus uccaenoBanus [38].

Peructpamust ApIxaTeNbHBIX IIYMOB MAllMEHTa OCYIIECTBISUIACH C MOMOUIBIO
BBICOKOUYBCTBHUTEJIBHOTO JaTUMKa, K KOTOPOMY MPUKPEIUISIICS 3aryOHUK, Y IeTel 10 2
JeT BMeCTO 3aryOHMKa UCHOJb30Bajach JMileBas Macka. Ha Hoc mnanueHTa
HaKJIaJpIBaJICs 3aXuM. PeOeHKy mpeasaraioch COBEPIIMTh HECKOJIBKO MPOOHBIX
JBIXaTEIbHBIX JBIWKEHUW JUIsl aJanTallid K TEXHUKE JbIXaHUS B MPOLECCE
UCCJIEIOBAHMS, TOCIE 4YEro MPOU3BOAWIACH PETUCTpPALMUsl CIIOKOWHOIO JIbIXaHHS B
teueHue 10 cekyH], Hayajgo 3alKucH COBIAJAN0 C HayajioM Bbiaoxa. MccimenoBaHue
IIPOBOJMJIOCH HE MEHEE TPEX pa3 10 NOJy4EHHsS BOCIPOU3BOJMMBIX PE3yJbTaToB. B

ciyyae OecrmokoicTBa pebeHka (KpUK, IjIady), BOSHUKHOBEHHUU CTOPOHHHUX IIYMOB
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(kamenb, CruaThIBAaHWE CIIOHBI, PA3roBOP) B MPOIECCE PETUCTPAIUM JBIXaHUS 3aIUCh
aHHyJIMpoBaiach [38].

[Io 3aBeplieHMM 3amKWCH [bIXaHUS [ALMEHTa pe3yJIbTaTbl KOMIIBIOTEPHOU
00paOOTKHU JaHHBIX CKaHUPOBAHMS OTOOPaKaIHCh B BUJAE Irpaduueckux M300pakeHuin
— «MaTTEepHOB AbIXxaHus». [IporpaMmoil mpoBOWIICS aBTOMarhudeckuii pacuet APJl,
APJl, u APJ/l;. B KkayecTBe OIOpPHBIX IIOKa3aTeJIeld MCIOIb30BAIUCh JaHHbBIC
H. A. I'enmme [38]: menee 100 mx/[x B HU3KOYaCTOTHOM amana3zoHe, MeHee 10 mx/[x B
cpenHedacToTHOM pauarna3oHe u meHee 0,2 Mk/[X B BBICOKOYACTOTHOM JHANa3oOHE.
Bemnunna APJ[; xapakrtepu3oBasla COCTOSIHUE BEPXHUX JBIXATEIbHBIX IIyTEH
(HocornoTka), APJl; oTpaxkan COCTOSIHUE Tpaxeu W OpPOHXOB KPYIHOIO U CPEIHEro
kammbpa, APJl; — OpoHXOB MeIKOro Kaauopa u OpOHXHOIL.

Jle3uH@exnrsa MacoK U 3aryOHMKOB OCYILECTBIISIACH IMOCPEACTBOM IKCIIO3HUIIMH
B 0,1% pactBope Ttopuxiopa Ha nporskenun 30 wmunyt. Ilpu npoBeaeHuun
MCCJIEIOBAHUS MCTIOIB30BAIUCH OT/ACNIbHBIE MUKPOGMOHBI JIJIsl AETEH B 3aBUCUMOCTH OT
X MUKPOOHOJIOTHYECKOTO CTaTyca.

JIonoJIHUTENbHO i JUL 2 U 4 TOATrpyHIbl MPOBOAWIACH CIIHMPOMETPUS.
OyHKIMS BHEIIHEro JbIXaHusl jered, OonbHbIX MB, olleHHMBasiach ¢ MNOMOIIBIO
ciimpometpa SPirovitSP-1R (Schiller, IIBeitapusi), manmueHThl KOHTPOJIBHON TPYIIIIBI
ObUTM 00CIJIeZIOBaHBI C TOMOIIBI0 crmpoMeTpa SPIroUSB ¢ mporpammoii Spida 5
(MICRO MEDICAL, BenukoOputanus).

Hakanyne uccienoBaHusi HCKIIOYAIUCh NMHTEHCHUBHBIC (DM3UUECKUE HATPY3KHU, 32
JIBa yaca /10 MIPOBEICHUS CHUPOMETPUHN HE PEKOMEHI0BAJICSI OOUIIbHBIN NPUEM MUILU. Y
JeTeld 2 MOArpYIIbl MHTAALUOHHAS TEparus MOCIENHUN pa3 OCYLIECTBIIIIACH 3a &
4acoB JI0 UCCIIEI0BAaHHUS.

JlpIxaTenbHble MaHEBPbl PEOCHOK BBHIMOJNHSAJI B TMOJOXKEHUM CHIS C MPSIMOU
CIMHOM M CJerka MPUMOJHSATONW TOJOBOM, Ha HOC HaKJIaAbIBalICAd 3aKUM. 3aryOHHUK
CIIUpoMeTpa TIIOTHO 0OxBaThIBajcs rydamu u 3ydamu. [Ipu crokoiHOM abixaHuu 0e3
M3JIMIIHEN CHEIIKH MallMeHTy Npejarajoch OCYIECTBUTh MOJIHBIM BBIAOX, a 3aTEM —
MakCcUMaJbHO TiyOoKkui BHox. [lasee peGeHOK MOcie CHOKOMHOTO BBIIOXA Jemall

MaKCUMAJIbHO TJIyOOKHH BIIOX M Cpa3y e IOocje 3Toro 0e3 May3bl BbIIbIXal BECh
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BO3/lyX C MAaKCUMAJIbHBIM YCUJIMEM, ITPOJIOJIKAS €r0 JI0 MOJHOTO ONOPOKHEHUS JIETKUX
[79].

OuennBanuchk BennunHbl JKEJI B nponienTax ot pacuerHoro nokasarens, O®B; B
IIPOLIEHTAaX OT PAacyeTHOrO IoKas3areysd, a Takxke npooawiock uiMepenne PXKEJI n
nukoBoi ckopoctu Bbioxa (IICB). PecTpuxkTuBHBIE HapylIeHUS BEHTUJISIUU
nposiBisuchk cHukeHnem JKEJI menee 80% ot pacuetHoro mnokazarens. Hamnuume
OOCTPYKTUBHBIX BEHTWISAIIMOHHBIX HapyIICHUH XapakTepu3oBaid BenuunHbl OB®,
meHnee 80%. Jlerkue BEHTWISIIMOHHBIE HApYIIEHUS MO OOCTPYKTUBHOMY THUITY
peructpupoBanuchk npu OPB; 70-79%, ymepennsie — 60-69%, cpennetsikensie — 50-
59%, toxensie — npu ODB; 35-49%. Kpaitne Tsokenas OpoHXOOOCTPYKIIHS
xapakTepuzoBaiach  cHmwkeHnuem O®B; wmenee 35% [79]. Cwmemansbie
BEHTWISILUOHHBIE HApYLIEHUS OTMEYAIUCh MpPHU OJHOMOMEHTHOM cHibkeHuu JKEJI u
O®B; Hrxe 80% OT pac4eTHOTO MOKA3aTETI.

@u3nUecKoe pa3BUTHE JETEH OLEHHUBAJIOCH C IOMOINBIO NAKETa IPUKIIATHBIX
nporpamm  WHO Anthro m WHO AnthroPlus (World Health Organization,
Beiinapusi). Poct oneHuBasics Mo KpUTEpUIO «pOCT K BO3pACTYy», Yy JeTeil 10 6 ner
OmpeAeNsca MmapaMmeTp «Macca Tejaa K Bo3pacTy», y aerer crapue 6 jger — «MMT k
BO3pacTy». MHTepnperanus noJiy4eHHbIX pe3yIbTaTOB IPOBOAMIIACH IO MEPLEHTUIISM.
HopmainbHbie 3HaueHusi BKiIo4anu 15-85 meprieHTWI M, HU3KUE TOKa3aTenu ObLIN B
nuara3oHe 3-15 mepueHTwiss, O4eHb HU3KuE — Hke 3 mepueHTwis. [lpu monyuennn
3HaYeHUN B Auarna3oHe 85-97 mnepueHTWwIel pe3yibTaT TPAKTOBAJICSA KaK BBICOKHIA,
0osee 97 mepUeHTHIIS — KaK OYeHb BBICOKHUH [57].

Ha BTOpOM 3Tamne uccineqoBaHusi ObLJIO U3yUYEHO COCTOSHHE (DYHKIUU BHEIIHETO
JBIXaHUs y JI€Tel OCHOBHOM TpyMIbl B 3aBUCUMOCTH OT KJIMHUYECKMX OCOOEHHOCTEH
TeueHus: 3aboneBanusa. [lpoBoawsics aHalW3 COCTOSHUW, aCCOLUMHUPOBAHHBIX C
noBbilieHuEeM cUrHajgoB Kb®I' B OCHOBHBIX YAaCTOTHBIX AMAIIA30HAX, C MOCIEAYIOLIUM
U3y4eHHEM BIUSHUSA 1Moja 00nbHbIX U Kiacca myTanuii CFTR Ha Teuenue 3ab6oseBaHus.
OueHuBaANIOCh KIMHUKO-(DYHKIITMOHAJIBHOE COCTOSIHME MAIMEHTOB B 3aBUCHUMOCTU OT

MHUKPOOHOJIOTUYECKOTO CTaTyca.
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JHK-nuarnoctuka Oblia mpoBeneHa y 47 nerell OCHOBHOM rpymnmbl Ha 0ase
[lenTpa MosekymsipHOIl TeHeTuku, ropod MockBa, 1 pebGeHok He obOcimenoBaH. B
JNanbHEHIIeM TeHEeTUYeCKH  Marepuald 4YacTh  OOJIbHBIX  ObUT  MOJBEPrHYT
cekBenupoBannto CFTR wa 06a3ze HayuHo-mccnemnoBaTenbCKOrO  MHCTHUTYTA
MEJUIIMHCKON T€HETUKHU, TOpoT ToMCK.

WccnegoBanue BIMSHUS TEHOTHIIA HA TEYEHUE 3a00JI€BaHUS MPOBOJAUIIACH Y
OONBHBIX C JABYMsI HJICHTU(DUIIMPOBAHHBIMH MYTAIMSIMHU. BbUTM BBIJIECIECHBI YETHIPE
Ipynibl MalMeHTOB: TE€HOTUIIBI, TOMO3UTOTHBIE MO MyTauusMm | Kiacca, T€HOTHIIBI,
KOMITayHA-T€TepO3upOTHBIE 10 MyTausaM | u |l kaaccoB, TeHOTHUITBI, TOMO3UTOTHBIE 110
myTanusm |l kiacca, © TeHOTUNBI, HEeCylIMe XOTs Obl OJIHY WACHTU(DUIIMPOBAHHYIO
mytanuto 1V knacca [37, 47, 56, 76, 176].

MuKpoOHOJIOTUYECKOE  HMCCIEOBAaHUE MOKPOTHI IPOBOAMJIOCH Ha  0Oaze
OaKTEepUOJIOTUYECKON J1TabopaTOpUM OIOKETHOTO YUPEXKACHUS 3APAaBOOXPAHEHUS
Owmckoit obnactu «ObnacTHas JeTcKas KIMHU4YecKas 0oapHUIa» ropoaa Omcka.

MokpoTta cobupanack 10 Hayajia MIaHOBOM aHTUOakTepuaibHOi Tepanuu. [lepen
cOOpPOM MOKpPOTHI PEOEHKY IO BO3MOXXHOCTH PEKOMEHIOBAJIOCH MPOBEJICHUE TyajeTa
MOJIOCTH PTa (MOYKUCTUTH 3yObl, TIIATEIBHO MPOMOJIOCKATh POT BOOM), 3aTE€M MaAI[UEHT
rIIyOOKO OTKAIUIMBAJICS JJISl TIOJTYUYEHHUS COJAEPKUMOTO HUKHUX OT/IETIOB JbIXaTEIbHBIX
IyTEW, & HE POTO- WJIK HOCOTJIOTKHU. Y JIE€TeN TPyAHOr0 BO3pacTa MOKpPOTa IOJIydaIach
MOCPEJICTBOM  CTUMYJSILMM  KalIEBOro pediiekca (HagaBIMBaHUE CTEPUIIbHBIM
mmaTesieM Ha KOpeHb s3bika). COOp MOKpPOTHI TMPOM3BOAWICS B CTEPHUIIbHBIC
KOHTEUHEpBI, KOTOpbIE JOCTABISUIUCH B MHUKPOOHMOJOTMYECKYIO JIa0OpaTOpHIO B
teueHue 30 MuHyT — 1 yaca ¢ MOMEHTa MOJy4eHUs: Onomarepuarna.

Nnentudukamuss OakTEepHaTbHBIX IMAaTOTCHOB OCYIIECTBISJIACH HAa  cpefax
HIOKOJAaJHBIA arap, >KEJITOYHO-COJIEBOM arap, MOJOYHO-COJIEBOM arap, 5% KpOBSHOM
arap, OH10 [48] ¢ manmpHeHeH nccneqoBaHneM OMOXUMHUYCCKUX CBOMCTB BBIJICIICHHBIX
KyJIbTYp, @ TakkKe C TIOMOIIbI0 TOJIyaBTOMAaTHYECKOTO OaKTepHOIOTHIECKOTO
aHanmzaropa AutoScan-4 (Dade Behring, I'epmanus). Cpena CaOypo MCHOJIb30BaNIaCh

AJI1 KYJIbTUBUPOBAHUWS ITAaTOTCHHBIX FpI/I6OB.
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MuxkpoOuonorndeckuii  craryc gereit ¢ MB  ompegensics — coriiacHo
pekoMeHganusaM  HammoHanbHOro  KoHceHcyca «MyKOBHUCHHIO3:  OINpPEACIICHUE,
JMAarHoCTUYECKHe Kputepuu, tepanus» [48]. [lo pe3yiabTaTaM MOHUTOPUHIA MOCEBOB
MOKpPOTBI B TeueHue 12 MecdleB, NpeJuIeCTBYIOIINX HCCIEIOBAaHUIO, OB BBIACIICHbI
CIICAYIOIIHME TPYIIBLI OOJILHBIX: &) MAIlMeHThI ¢ XpOHWYecKkor nHpeknueit P. aeruginosa
— obOHapyxeHue Mukpoopranuzma 6osiee yem B 50% o00pa3ioB MOKPOTHI B TE€UEHHUE
roja; 0) ManuMeHThI ¢ WHTEPMHTTHPYIONIUM BbIceBOM P.aeruginosa — oOHapykeHue
MUKpoopranusma Menee ueM B 50% o0Opa3lioB MOKpPOTHI B T€UEHHUE T'0Jia; B) OOJBHBIE,
cBoOomHBIe OT P.aeruginosa — B TedeHWe roja He OBUIO CIy4acB OOHAPYKCHHS
P. aeruginosa B MOKpoTe, HO MMeJICS aHaMHe3 €€ MPEAMIECTBYIONICH KOJOHU3AINH; T)
OoJibHBIC, HUKOT/Ia He HH(pUIMpOoBaHHbIC P. aeruginosa.

KinHHYeckoe COCTOSIHME OpraHOB JAbIXaHUS XapaKTEpHU30BaJIM MUTOrOBasl OIEHKa
cocrosinug 6onpHOro 1o B B Mmogudukauu C. B. Paunnckoro n H. . Kanpanoga,
U3MEHEHUS] Ha MYyJIbTHUCIUpPAIbHON KoMmmbioTepHOU Tomorpaduu (MCKT) wnum
PEHTreHOrpauu OPraHoOB IPYAHOU KIIETKH, & TaKXK€ HAJIMYUE OCIOKHEHHH (B MEPBYIO
ouepe.ib, JIETOYHOU TMIIEPTEH3UN ).

[Ipy KJIMHWUYECKON OLIEHKE COCTOSIHHUSI JIE€T€ OCHOBHOM TPYMIbI C MOMOIIBIO
b omneHuBanMCch 00IIas aKTUBHOCTh peOCHKA, €ro KIMHUYECKHE IOKa3aTeau W
bu3MUecKoe COCTOSIHUE, a TaKKe XapakTep M3MEHEHUU Ha pPeHTreHorpaduu opraHoB
rpyaHoi kietkn Jmb6o MCKT. Kaxnaplii mnpu3Hak, B 3aBUCMMOCTH OT CTENEHU
BBIPOKEHHOCTH CUMIITOMOB, OIICHUBAJICS MaKCUMAJIbHO B 25 0ajioB, MUHUMAJBHO B 5
oaoB. Urtorosas cymma OanmnoB Oosiee 71 ompenensyia cOCTOSIHME peOEHKa Kak
xopomee, 56-70 — ymoBmerBopurenvHoe, 41-55 — cpeaHel cTenmeHW THKECTH.
TspKea0My COCTOSIHHIO COOTBETCTBOBAI MTOrOBBIH Oait 40 u menee [51, 257].

TedeHune pecnMpaTOpPHOrO CHHAPOMA XapaKTEPU30BAIM COCTOSIHUE HOCOBOTO
JIbIXaHUSl, XapaKTep Kalllsl U OJABIIIKH, KOJIUYECTBO U XapaAKTEP OTIAEIAIEMON MOKPOTHI.
OOBEKTUBHBIN OCMOTpP OOJIBHBIX B 00s13aTE€ILHOM MOPSIKE BKIIOYAN B ce0s MPOBEACHUE
nepeiHel PUHOCKOINWHU, CPaBHUTEIBHOM TEPKYCCMM M ayCKYJbTALlMM JIETKHX,
BU3yaJIbHYI0 OLIEHKY MOKpOTbl. OIEHHUBANIOCh HalW4Yue MPU3HAKOB XPOHUYECKOU

TUIOKCUU B BUAE NedopManuu AUCTAIBHBIX (DajlaHT MajblieB MO TUMY «OapaOaHHBIX
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Najo4yeKk» M HOITEBbIX IUIACTUH B BHJIE «YACOBBIX CTEKOM». TSKECTh OJBIIIKU
yCTaHaBNWBajach Ha OCHOBAHMM Kajlo0 poauteneid nmbo pedenka. Hammuume
BTOPUYHON THUIEPPEAKTUBHOCTU TPaXxeoOpPOHXUAIBHOTO JIepeBa yCTaHABJIMBAJIOCh B
cllydae YCHJICHUS KalUIsl B OTBET HAa (PU3UYECKYIO HArpy3Ky, CMEHY TeMIlepaTyphl
BO3]lyXa, ICUX03MOLMOHAIBHBIN (PaKTOP.

duznueckoe pa3BUTHE OOJBHBIX, B OCOOCHHOCTH — COCTOSIHUE MUTAHMSI, YACTOTa
Y XapakTep CTyJla XapaKTEPU30BAJIM TEUCHHUE KUIIEYHOro cuHapoma rmpu MB. Hannune
MaHKPEaTUYECKON HEeJIOCTAaTOYHOCTH MOJITBEPKAAIOCH OOHapy)eHueM craropeu | tumna
B KOIIPOrpaMMe U CHUKEHUEM YPOBHS MTAHKPEATUYECKOM AmacTasbl-1.

JlyueBasi QUArHOCTHUKA OCYIIECTBIISIIACh BCEM OOJIBHBIM OCHOBHOWM T'pPYTIIBI.
Jetsim B Bo3zpacte 5 net u ctapuie npoBoauiack MCKT Ha komnbroTepHOM TOMOTrpadge
Ingenuity CT (Philips, Hunepmanner). Ilanmentam wmutaame Bo3pacta S5 JeT
BBINOJHAIACh 0030pHasi peHTreHorpagus OpPraHoB TIpPYyAHOM KIJIETKM B HPSAMOMR
npoekiuu (ammapar peHtrenorpaduueckuii mudposoit «OKO», SJIEKTPOH HUIIK,
Poccust), nanee npu HaaM4MM W3MEHEHUM, TPEOYIOMMX YriayOJE€HHOW IUAarHOCTHKW,
nposoguinack MCKT ¢ MeaukameHTo3HOU cepanueil. CTOUT OTMETUTh, YTO HEKOTOPHIE
netd B Bo3pacte 3-4 ner Obutn criocoOHsl K mpoBeaeHuto MCKT 6e3 Hapkosa mo
YPOBHIO  HEPBHO-TICUXMYECKOTO  Pa3BUTHUs.  PEHTreHOJIOTMYecKHe  W3MEHEHUS
olleHUBaJIUCH Mo mmikane [IIBaxmana, a npu ananuze npotokosna MCKT yuuteiBanucek
MPU3HAKU HAPYIIEHUS] BEHTUJISILMUY JeTKUX (MMHeBMAaTU3alus JIETOYHBIX MOJIEH, HaTuyue
sM(pU3EMBI U y4aCTKOB MTHEeBMO(PrOpo3a, GudpoaTeneKkTa3oB) U CUMITOMBI MOPAKEHUS
BO3JIyXOHOCHBIX TnyTei. Kak KOCBEHHblE TNpPHU3HAKH XPOHUYECKOTO OpOHXHUTa
pacueHUBAUCh NepUOpOHXUaIbHAs UH(QUIBTpALUs, YIUIOTHEHUE CTEHOK OpOHXOB U
TpyOKOOOpa3HOE pacliupeHne OpOHXMAJbHBIX CTEHOK. Pe3ynpTaToM JecTpyKUuu
AIACTUYECKUX CTPYKTYP BO3JYXOHOCHBIX MyTell Ha (hOHE XPOHUYECKOTO BOCHAJICHUS
SBIISUTUCH LIMJIMHAPUYECKUE U MEIIOTYaThle OpOHX03KTa3bl. B psije ciyyaeB 1o 1aHHBIM
MCKT peructpupoBaduCh KOCBEHHBIE TMPU3HAKK WH(GEKIIMOHHOTO OpOHXHOIUTA
(cuMnITOM «AepeBa B MOYKax» JUOO Hamuuue Y-00pa3HbIX CTPYKTYp), a CIEACTBHUEM
HapyILICHUs IPEeHaXHOW (PyHKUMH OpOHXOB SIBJSUIMCH MPHU3HAKW MYKOCTa3a B BHJE

CJIIM3UCTBIX TPOOOK MO0 YPOBHEN KUAKOCTH B IPOCBETE OPOHXOIKTA3a.
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JInarHoCcTMKa JIETOYHOW THUIEPTEH3UMM Y NAUNMEHTOB OCHOBHOM TI'PYIIIBI
MIPOBOJMIIACH C WCITOJIb30BAaHUEM YIIBTPa3BYKOBOTO ammapara JKcrmepTHOro kimacca II
VIVID E9 (General Electric Healthcare, CIIA). Ilpu TpaHcTOpakagibHON
sxokapauorpadun (OxoKI') HOpMaIbHBIM 3HAYECHUEM CPEIHETO JAaBJICHUS B JIGTOYHOMN
apTepuu CUYUTAIIOCH JaBJIEHHE 10 25 MM PT.CT. B mokoe u 10 30 MM pT.cT Ha ¢oHe
busnueckoit Harpy3ku [23].

Ornenka (YHKIIMOHAJIBHOTO COCTOSIHHSI OpPTaHOB [IbIXaHHUSI TPOBOJWIACH C
MOMOIIBIO MYJIbCOKCUMETPHUM, HCCIEIOBAaHUS Ta30BOTO COCTaBa KPOBH, a TaKXKe
cnupomerpuu 1 KbOI'.

[TynscoxkcumeTpusi ObUTa MPOBEACHA C UCMIOJBb30BAHUEM IyJIbcOKCHMETpa BPM-
200 (Bionics/Biosys, MOxnas Kopes). Iloaydennsie 3HaueHus carypanuu (SpOy)
XapaKTEepPU30BaJIM TMPOICHT HACBHIMICHUS TeMorjio0WHa KucjaopoaoM. Hopme
COOTBETCTBOBAJIM IOKazarenu B auamnazoHe 95-100%, camwxkenue SpO, mo 90-94%
OTpakaJld HAJIMUKE JIbIXaTebHON HegocTaTouHocTu | crenenu, 1o 75-89% - Il crenenu
u SpO, Hmwxke 75% cooTBeTcTBOBANA AbIXaTelbHOM HeqoctaTounocth Il crenenu [48].

VYriybiieHHOe HcclieJoBaHUE Ta30BOTO COCTaBa KPOBH y MAI[MEHTOB OCHOBHOM
Tpynnbsl OBUIO TIPOBEACHO C HCIIONB30BAHWEM aHAJIM3aTOpa Ta30B M AJICKTPOJUTOB
kpoBu EASYSTAT (Medica Corp., CIIIA). IIpoBoaunack onenka pH, maprmaibHOTO
HanpspkeHus yriekucioro rasa (pCO,) ¥ mapiuanbHOro HanpsbkeHust kuciopoaa (pOy)
B apTepUANIM3UPOBAaHHOW KamwusipHoW kpoBu. pH B mpememax 7,350-7,450
COOTBETCTBOBAJI HOPME, PECIIMPATOPHBIN anu103 HaOmogancs npu pH menee 7,350, a
pecniupatopHblid ankanos — npu pH 6osee 7,450. ['unepkanuus perucTpupoBaiach npu
pCO, Gonee 45 MM pT.cT., runokcemusi — npu pO, menee 80 MM pT.CT., a CTEIECHb
TUTIOKCEMUU OTpa)xkajia THKECThb JbIXaTeNbHOM HemoctatodHocTu. 3HadeHus pO; B
nuamna3zoHe 60-79 MM PT.CT. COOTBETCTBOBAJIM JbIXaTE€JIbHOW HEAOCTAaTOYHOCTU |
crenenu, pO, 40-59 mm pr.ct — |l crenenu u pO, menee 40 MM pT.CT. — IBIXaTEILHON
Henocrarounoctu |l crenennu [48].

HpixaTensHass HenoctatouHocTh IlI cTremenm y gerelt OCHOBHOUM TpynIibl
HaOmoalach Mpu OOOCTPEHUM 3a00JIEBAHHS W CIYXKWIA KPUTEPUEM HCKITIOYCHUS

nmanyucHTa U3 UCCICA0OBaHU].
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2.2 MeTtoabl CTaTUCTUYECKOM 00pabOTKU Pe3yabTaTOB

Jist craTucTHdecko oOpabOTKH JaHHBIX HMCIOJIB30BAJICS TAKET MPHUKIIATHBIX
nporpamm Statistica (Bepcusst 6.1). IIpoBepka Ha HOPMAIBHOCTB pacHpeACICHUS
CTaTUCTUYECKUX TOKa3zaTejled MpOBOJAMIACH IIyTEM IOCTPOEHUS TUCTOTpaMM B
nporpamme Statistica, a Taxke ¢ ucnosib3oBanueM kputepus [llamupo-Ywunku. [Ipu
ONHMCAHUM KOJUYECTBEHHBIX MPU3HAKOB, MOAYUHSIOUIMXCSI 3aKOHAM HOPMAJIbHOIO
pacnpeneneHus, JaHHble OBUIM TPEICTaBIECHbl B BUIE «CpeAHEe 3HAaYeHUue =+
CTaHJIAPTHOE OTKJIOHEHHUE», CPAaBHEHHUE JBYX HE3aBHCHMBIX TPYIIl ObLIO MPOBEICHO C
nomoipto t-kputepus Cteronenta. [Ipu pacnpeneneHny KOJIUMYECTBEHHBIX NMPU3HAKOB,
OTJIMYHBIX OT HOPMAJIBHBIX, TaHHBIC MpeAcTaBIuHCch B Buae Me [QL; QU], rone Me —
meanana, QL — wHwkHmii kBaptwib, QU — BepxHumii kBaptuib. [IpoBepka
CTaTUCTUYECKUX THIIOTE3 OCYLIECTBISUIACH ITyTEM BBIABICHUS pa3IMuUi  MEXKIY
CpaBHUBAaEMbIMHU TpyINIaMH ¢ npumeHeHueM U-kputepuss ManHa-YuTHU (CpaBHEHUE
JIBYX HE3aBUCHUMBIX NepeMeHHbIX) U H-kputepus Kpackena-Yomca (cpaBHEHUE TpeX
u 0oJiee HE3aBUCUMBIX NEpeMeHHbIX). HanpaBinenue u cuily CBA3M MEXIY SIBICHUSAMU
OMPEENSUIH € TOMOIIIbIO KO3 duimenTa koppensiuun Cnrupmena. CpaBHEHUE TPy O
OMHAPHOMY MpPH3HAKY IIPOBOAMIOCH C IOMOIIGI0 KPHTEPHS ¥° C pacueroM
otHocutTenbHoro pucka (OP) m 95% noseputensHoro untepBana (W), rpanHuibl
KOTOPOTO MPEJACTABISUINCH B BUAE BEPXHETO U HUXKHETO KBapTuiel. Ecinu abcomoTHbIe
YacTOThl B YETHIPEXMOJIbHBIX TaOJIUIAX CONPSKEHHOCTU cocTaBisiu MeHee 10, To
HCTIOB30BAJICS KPUTEPHIA y° C TompaBKoii eTca Ha HempepsIBHOCTB. B ciydae, korja
aOCOJIIOTHBIE YacTOThl B YETHIPEXIOJBHBIX TaOJNMIAX COMPSHKEHHOCTH COCTaBIISUIU
MEHee 5, TO UCIOJIb30BaJCA TOYHbIA KpuTepui dumepa. s aHanru3a MHOTOITOJIBHBIX
TaOJIUI UCTIOJIb30BAJICS TOUHBIN KpuTepuil duiepa [59], pacueTsl OCYIIECTBISIIUCH C
UCIIOJIb30BAaHUEM  CBOOOJMHOTO  mporpamMmHoro  obOecreueHuss  DoctorStat 1.9

(Moiseev I.A., Poccus).
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[Ipy Bcex CTaTHUCTHYECKHUX pacyeTax KPUTHUECKUNA YpPOBEHb OLIMOKU P
npuHaumaicst pasaeiM 0,05 [59].

JIJisi MOCTpOEHHS MaTeMaTUYeCcKOW Mojenu 3aBucuUMocTU Tokasarenss ODPB; ot
3HaueHud APJl, u OamnpHOi onenke mno IIIIIb npoBogunace crarucTHYEcKas
00paboTka MHOKECTBA MEPEMEHHBIX C MPUMEHEHHWEM HEJIMHEMHOTO0 PETrpecCMOHHOIO
ananu3a B JjuneH3noHHoM nporpamme NCSS 2004 (NCSS, Coenunennbie Illtatb
Awmepukn). s onpenesieHns AHArHOCTUYECKON LHEHHOCTH MPOTHOCTHYECKOW MOJIENIU
ucnosb3oBanack ROC-kpuBasi ¢ MOCHEAYIONIMM ONpeeIeHUEM IUIOMIAAd o Hel
(Area Under Curve, AUC). KauecTBO MPOTHOCTUYECKON MOJIEIN CUNTATIOCh OTINIHBIM
npu Besmunae AUC B unTepBaine 0,9-1,0, ouens xopormum — 0,8-0,9, xopommum — 0,7-

0,8, cpeaaum — 0,6-0,7 u HeynoBnerBopuTenbHbIM Tipu Benmunae AUC 0,5-0,6 [59].
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['JTABA 3 KIIMHUKO-®YHKINOHAJIbHAA XAPAKTEPUCTUKA
COCTOSIHUS OPTAHOB JIBIXAHUSA Y JETEM,
BOJIBHBIX MYKOBUCIHNI0O30M

3.1 Knunuko-($yHKIIMOHATBHAS XapaKTEPUCTUKA COCTOSIHUSL OPTaHOB JBIXaHUS JIETEH

C MYKOBHUCTIUJO30M MJIAAIIC MCCTUIICTHCI'O BO3PaACTa

B 1 noarpynmny (ocHOBHas rpymnna) ObUI0 BKIOYEHO 23 peOeHKa, HaXOAUBIINXCS
nona Habmoaenuem aetrckoro Llentpa MB ropona Omcka B nepuoa 2013-2017 rogos u
YIOBJIETBOPSIBIINX KPUTEPHUSIM BKItOUeHUA U uckiatodeHusi. KonrponbHas rpymnma (3
noArpynmna) osuia copmupoBana u3 43 aereit Maamie 6 JeT, TAKXKe YI0BICTBOPSBIIMX
KPUTEPHUSIM BKJIFOYEHUS U UCKITFOUCHHUS.

Cpennuit  Bo3pact OonbHbiXx MB  coctaBun 2,6£1,6 1ner, oTMedanoch
HE3HAUUTEIbHOE TIpeobiiamanne geBouek — 13 (56,5%) dyenoBek. MB ¢
MaHKPEeaTUYECKON HEeIOCTATOYHOCTBIO MO pe3yibTaTaM 00ciieoBaHus ObLI yCTAHOBIICH
y 22 (95,7%) uenosek, y 1 (4,3%) peOeHka 3a0oyieBaHHE MPOTEKAIO O€3 HAPYIICHUS
GyHKIUU TTOHKENTYA0YHOM Kene3bl. B rpynmne KOHTposs cpeaHuil BO3pacT AeTei Obul
3,1£1,6 ner, B moJoBO# CTpyKType mpeodsananu Manbuuku — 23 (53,5%) denoBexa.
['pymimbl OBUTA COMTOCTABUMBI MEXIY CO00H 10 Bo3pacty (t-Kputepuii 111 HE3aBUCUMBIX
BBIGOPOK, p=0,298) 1 mony (kputepuii x>, p=0,438).

Y nperer ¢ MB cuMNOTOMBI CO CTOPOHBI JKEJIYIOYHO-KUIIEYHOIO TpPaKTa,
ormedaBmuecss ¢ Bo3spacra 1,0 [0,5; 2,0] mecsma, Obumm Hambojee paHHUMU
npu3HakamMu 3a0ojeBaHus. MEKOHMANbHBIA WIIEYC Kak TmepBoe mposiieHne MB
nepenecnu 3 (13%) pebenka, B octaibHbIX ciydasx (19 uenorek, 82,6%) poaureneit
OECTOKOMIIM YaCThI KUPHBIA CTYJ M IUIOXHME MPUOABKM B Macce Tejaa UX JCTEH.

PecniupatopHblid CMHAPOM TMOABUIICA HECKOJIbKO mo3xe, B 3,0 [1,5; 5,0] mecsua, u
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XapaKTepU30BaJICsa MOCTOSHHBIM Karuiem, 3 (13%) peGeHka mepeHecin MHEBMOHHUIO.
Jluarao3 MB y nereli qanHOM moArpynmsl ObUT ycTanoBieH B 1,5 [1,5; 2,0] mecsna, B
MOJIABJISIIOIIEM OOJIBITMHCTBE CIy4aeB MO pe3yjbTaTaM HEOHATaJIbHOTO CKPUHUHTA B
COYETAHUU C MOBBIIICHHBIM yYPOBHEM XJIOpUAOB mota — 22 (95,7%) yenoBeka. Y 1
(4,3%) pebOeHKa KOHIIEHTpAlUs WMMYHOPEAKTHUBHOTO TPHUIICMHA B KpOBU OblIa B
npenesnax HOPMBI, AMArHo3 ObUI YCTAHOBJIEH Ha MEPBOM TOAY KM3HU HAa OCHOBAHHUU
TUTIAYHOW KJIIMHUYECKOW KapTUHBI 3a00JICBaHUS M TOJOKUTEIBHBIX PE3yJbTaTOB
MOTOBOrO0 TecTa. TedeHue pecnupaTopHoro cuHapoma npu MB compoBoxaanocsk
HeyacThIMU 00ocTpenusimu, He 6oinee 2,0 [1,0; 2,0] pa3 3a rog.

OcCHOBHOM %a1000M CO CTOPOHBI OPraHOB JIbIXaHUS Y MAIUEHTOB ObLI Kalllelb,
HanOoJiee YacTO BO3HUKABIIMI B YTPEHHHE Yachl MOCJE WHTAIAIMOHHON Tepanuu U
KUHe3uTepanuu, 4ro otMmeuanu poaurenu 20 (87%) nereit ¢ MB. Penkuil kamens B
TEYEHHUE JTHS Ha MOMEHT MpoBeAeHus: oocienoBanus Oecrnokoun 3 (13%) manueHToB.
Kamens HOCHN ManonponyktuBHbd xapaktep B 18 (78,3%) cimydaeB, y 5 (21,7%)
netedl Ha (POHE OTXOXKJICHHS BSA3KOM MOKPOTHI ObUI HNPUCTYNOOOPa3HbIM, MPAKTUYECKU
nBe Tpetu OonbHBIX (15 uyenoBek, 65,2%) oTmewanu ycuieHue Kanuia Ha (oHE
(bu3MYEeCKO HArpy3Kd WM TCUXO3MOIMOHAIBHOTO (hakTopa. MokpoTa oTxoawsia B
CKyaHOM KoymuecTBe, okoio 2,0 [0; 5,0] ma B cyrku. Onpiika Ha GoHe (U3UIecKon
Harpy3ku HaOmrojanach y Bcex aeteit ¢ MB, mng ee BosnukHOBeHus y 22 (95,7%)
OONBHBIX 3a4acTyI0 TPeOOBAIOCh BHITIOJHEHHE WHTEHCUBHOW (DM3MUECKON HATPY3KH, Y
1 (4,7%) pebeHKa OJBINIKY MPOBOIMPOBAIa yMepeHHas (u3nuecKass aKTHBHOCTD.
JKamoObl Ha 3aTpyJAHEHHE HOCOBOTO IbIXaHWUS KaK IPOSBICHUE WHCTPYMEHTAIBHO
NOATBEPKIAEHHOro cuHycuta rnpu MB nipeabsiisiim 4 (17,4%) O0JIbHBIX.

[Ipu OOBEKTHBHOM HCCJIENOBAHUM COCTOSIHHSI OPTaHOB JAbIxaHus aereir ¢ MB
OTMEYEHO, 4YTO YMEPEHHBIH OTEK CIM3HCTONH HOCOBBIX XOJOB, CKYJHOE CBETIIOC
OTIIEJIsIEMOE U 3aTPYJHEHUE HOCOBOTO JbIXaHUs ObUTH BhISBICHBI y 4 (17,4%) nereit. Y
oonpmmHCTBA neteit (21 genorek, 91,3%) dopma rpynHo# KiIeTky Obljla HE U3MEHEHA,
TONbKO Y 2 (8,7%) OosibHBIX ObLTa BBIsIBIEHAa OOYKOOOpaszHas aedopmManus TPyIHON
wietku. [Ipu ocmotpe ATHX ke AeTeil ObuIM OOHApYXEHBI MPU3HAKUA XPOHUYECKOU

TUIIOKCUM B BHJIe AedopMallui JUCTAIbHBIX (pajaHT majblieB B BHjE «OapabaHHBIX
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NaJ0Y€K» U HOTTEBBIX IJIACTUH MO TUITY «YACOBBIX CTEKOJDY, a MPU NEPKYCCUM JIETKUX
OnpeaeNsuicss KOpOOOUHBIN MEPKYTOPHBIN 3BYK. [IpH aycKynbTaluu Jerkux 4aiie BCero
BBICITYIIIMBAJIOCh OCJIA0JICHHOE JIbIXaHUEe, XpUIbl OTCyTcTBOBaNU (16 uenosek, 69,6%).
Heboubioe KOIMYeCTBO CpelHe- U KPYIMHOMY3bIpYAThIX XPHUIIOB, MCYE3AIOIIMX MOCTE
OTKaluiMBaHus, ObUI0 BbIsIBIEHO Yy 4 (17,4%) nereir. HemHorouucneHHbie
MEJIKONY3bIpYaThle  XPHUIIbI, CBHUJIETEIBCTBYIONIME O TOPAKEHUH  JUCTAIbHBIX
BO3IyXOHOCHBIX myTei, onpenemsumch y 3 (13%) 60apHBIX.

Co CTOpOHBI KEITYJOUYHO-KUILIEYHOTO TpPaKTa OCHOBHBIMH KajoOaMu ObLIN
yuamenue crtyia go 2,0 [2,0; 3,0] pa3 B CyTKM M HalluuuMe BHUAMMON CTeaTopeu
MPAKTUYECKU B KaXKI0M TpeTheM cirydae (7 nereit, 30,4%).

Tepamust pecnupaTopHOro CHHApPOMA BKJIIOYaja B ce€0sf MHTAISLIUOHHYIO
TEepanuio MpenapaTtamu ¢ OpoHxoaujaTupyromum (unparoprnus Oopomun 0,25 mr +
¢denorepon 0,5 Mr, pacTBOp AJIsl HHTAIALUHN ), MyKOTUTHYECKUM (3% TrUnepTOHUYECKUN
pacTBop, JopHa3a anbda 2,5 Mr, pacTBOp Ui UHTAISLUUN) U IPOTUBOBOCHAIUTEIBHBIM
nercteueMm (Oyneconua 0,5 mr/mi, cycnensus s HeOynuzauuu). IlepopanbHas
MYKOJIUTHYECKasl Tepamusi BKIoyaja B ceOsl MpUMEHEHHE INpernaparoB aMOpoKcolia
ambo auermwnnuctenHa. Kunesutepanuss npoBoauiach BceM OoabHbIM  MB B
oOsi3atenbHOM mopsake. [lo moka3zaHusM Ha3zHayanach aHTHOAKTEepHallbHAs Teparus
npenaparaMu  ToOpamuimHa 75 Mr/mMua Ui aHransmui.  Jlns Koppekiuu
MaHKPEaTUYECKOM HEJOCTATOYHOCTHU MAllMeHTaM Ha3HAvyallach 3aMECTUTEIbHAS TEpaus
MUHU-MHUKpOc(hepaMl TMaHKpeaTHHa, MAOMOJHUTENIbHBI NpUeM KUPOPACTBOPUMBIX
ButamuHoB A, J[, E, K. Ilpy Hanuuuu npu3HAKOB MNOpaXeHUs MEYEeHU (CUHAPOM
KENTYXH, Ja0OpaTOPHbIE CHHIPOMBI IIUTOJM3a, XOJEeCTa3a, W3MEHEHHUS [pU
YJIBTPa3ByKOBOM HCCIIEJOBAHUU II€YEHN) B JICYEHUH JONOJHUTEIBHO MPOIUCHIBAIUCH
npenaparbl ypcoAe30KCUXO0JIeBOW KUCHAOTHI. JleTn 1 moAarpymmbl ObUTM COMOCTaBUMBI
MeX1y co00l Mo 00beMy MOTy4aeMOil Teparuu.

Ha ¢one npoBenenns KOMITJIEKCHOTO JieueHus (pu3ndeckoe pa3Butue Oosee ueM
y ToJIOBHHBI O0sbHBIX MB Mnazamie 6 ser Obuio HOpMaidbHbIM, onHako 11 (47,8%)
JeTeld UMENM HU3KYI0 U OYE€Hb HU3KYyI0 Maccy Tena, y 8 (34,8%) nmereil ormedanach

3ajiepkka pocta (pucyHok 2). HemoctaTrouHOCTh UTaHUS y JIeTei Obljia 00ycloBIEeHA
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CHHIPOMOM ManbabCcopOLKMKM M TEYEeHHEeM KaTabOoIMYeCKHUX MpoLeccoB Ha (QoHe

XPOHUYECKOT0 HH(PEKIIMOHHO-BOCTIAJIUTEIBHOTO IpolLiecca.
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Macca tena k Pocr k Bo3pacty

BO3pacTy

Pucynox 2 — [lokazatenu ¢usnyeckoro pazsutus 1 moarpyrisl, adbce

IIpu cpaBHeHuuM mnokazarened (U3MUECKOro pa3BuTUsA 00JibHBIX MB u rpynmsl
KOHTPOJISI OTMEUEHO, YTO POCT AECTEH HE UMEJ 3HAUYUMBIX OTJIMYUN MEXIYy TPyIIaMH, B
TO BpeMs Kak Bec geteid ¢ MB Obun MeHbie (Tabsuima 1). YuuteiBas, 4To pocT — 3TO
HamOoJsiee WHOOPMATUBHBIN TMOKa3aTelb COCTOSHUS 3J0pPOBbS peOCHKA, HanMeEHee
IOJIBEP>)KCHHBIN KOJeOaHUsIM MOJ BO3ACHCTBMEM BHEIIHUX (DaKTOPOB, HOPMaJbHBIE
noKaszaTesld pocTa y OONbIIMHCTBA AeTel | MOArpynmbl oTpa)kaiu aaeKBaTHOCTh

IIPOBOJIUMOM TEPAIIHH.

Tabauna 1

dusnyeckoe pa3BUTHE JAeTEH OCHOBHOM M KOHTpObHOM rpymm, Me [QL; QU]

IToxa3zarens OcHoBHas rpymmna, KonTponshas rpymma, p

1 moxarpymma (n=23) 3 noarpymma (n=43)
Poct x Bo3pacty, 35,0[12,9; 64,2] 37,0 [18,0; 61,0] 0,721
NIEPIICHTHITH
Macca Tena K Bo3pacry, 16,5 [9,2; 56,5] 56,0 [26,3; 76,9] 0,017*
TIEPIICHTHITH

[Ipumeuanue: p - kputepuii ManHa-YUTHU, * - pa3nuuus MEXIy IpylIaMyd 3HAYUMBbI,

p<0,05
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C yuerom nokazaaniit MCKT nerkux Onina BeimonHeHa 17 (74%) 6onbabiM MB,
el Bo3pact coctaBui 3,0+1,6 mer, peHTreHorpadus OpraHOB TPYIHON KICTKH B
psAMOi mpoekiuu OblIa poBeaeHa 6 (26%) 6omnee roubM (1,6+1,3 set) marueHTam.

Ha ¢oHe KoMIIIEKCHON Tepamuu C TEPBBIX MECAILEB JKU3HU PE3yJbTaThl
PEHTTEHOJIOTUYECKOTO 00CIIeIOBaHUSI OPTAaHOB JBIXaHHS OBUTH YIOBICTBOPUTEIHHBIMHU.
B enuHWYHBIX ciydasx ObLTH OTMEUYCHBI TAKUE TSHKEITBIC CTPYKTYPHBIC M3MEHEHHUS, KaK
OpoHX03KTa3el U PuOpoaTeseKTa3 I0JH JIeTKoro. Yaie Bcero HaOM0IaIiuch MPU3HAKU
HapyIIEHUs BEHTWJISAIUU JICTKHX B BHUAC HEPABHOMEPHOW IMHEBMATH3AIlMU JIETOYHOMN
TKaHW ¥ KOCBEHHBIC MPU3HAKA XPOHHUYECKOTO BOCIAIUTEIBHOTO TPOIIecca, TaKHEe Kak
nHeBMO(pHUOpO3, YIJIOTHEHHE CTEHOK OPOHXOB M MEepUOpOHXHATbHAs WHOUILTpAIUs

(pucyHOK 3).

CDI/I6poaTCJ'ICKT33 J0JIHU JIETKOT0

DOMdpuzema JISTKHUX

Bponxoskrassl

Tpybroobpaznas nedopmanus OpOHXOB

[Ipu3naku 6poHXMOIUTA

IIpusnaku Mykocrasa

[epubponxuansHas nHGUIBTpaUUsI

ITaeBMOhHOpPO3

VIIOTHEHHE CTEHOK 6p0HXOB

HepaBHOMEpHOCTh THEBMATH3AIMH JIETOYHBIX
noJiei

0% 10% 20% 30% 40% 50% 60% 70% 80% 90% 100%

B Hanuuue n3menenust Ha MCKT nerkux OOrcyrcrBue usmenenus Ha MCKT nerkux

Pucynok 3 — Ilopaxxenne opranoB asixanus o nanaeiM MCKT y nereit mnaamre 6 Jier,

OOJIbHBIX MYKOBHCITHI030M, a0C
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[Ipu pentrenorpaduu OpraHoB TPYAHOW KICTKH ObUTH OTMEYEHBI KOCBEHHBIC
MPU3HAKK OpOHXWTAa M HaJIW4Ms OOCTPYKTHBHBIX HM3MEHCHMHM B JeTKuX. Ha Bcex
CHUMKAax OTMEYaJIOCh YMEPEHHOE  B3AYTHE JIETOYHBIX  IMOJEH, YCUJIIEHUE
OpOHXOCOCYJIUCTOTO PUCYHKA U YINIOTHEHUE UHTEPCTULIUS JIETOUHOU TKAHHU.

N3 ocnoxuennii MB B JaHHOM BO3pacTe 4alle BCEr0 PETUCTPUPOBAIIUCH
3aJiepKKa (PU3NYECKOrO pa3BUTUSL U JIETOYHAS TUIEPTEH3Us, KOTOpbIE OBLIM TECHO
CBSI3aHbl C KIMHUYECKUM COCTOsiHMEeM peted (pucyHok 4). JlaBieHue B cucteme
JIETOYHOM apTepuu ObUIO 3HAYMMO BBINIE Yy JETeM ¢ MpU3HAKaMU OpOHXHMOJUTA U

Mykoctaza 1o JgaHHbiIM  MCKT gerkux (Manna-Yutau, p=0,030 wu 0,037

COOTBETCTBEHHO).
Bropuunas Buramus-K- l 55
HEJIOCTaTOYHOCTh
ATeJieKTas3 I0JIH JIETKOTO 22
Beinagenue npsamMoil KUIIKKA B aHAMHe3¢ 20
MeKOHHANBHBIH WIeYC B aHAMHE3e 20
Jlerounast runepTeH3us 14
3aneprxka pU3NYECKOTro pa3BUTHS 12
I I
T

0% 20% 40% 60% 80% 100%

B Hanuume ocnoxuHeHuss O OTcyTcTBHE OCIOKHEHHS

Pucynok 4 — OcnoskHeHHs MYKOBUCIIMI03a Y JeTel Miiajiie 6 Jiet, abc

CocrosiHue MHUTAHHS SBIBSUIOCH OOS3aTEIBHBIM MapPaMETPOM, YUUTHIBABITUMCS
npu nozacuere uroroporo Oamna nmo IIIIB. ITo pe3ynpraTaM KOMILJIEKCHOM OLIEHKH
KIIMHAYECKOTO COCTOSTHUS OONBHBIX OTMedeHo, uto y 10 (43,5%) nmereit HAa MOMEHT
npoBefeHUsT 00OCTenoBaHUsl TEUYeHHE 3a00JIeBaHUS PACICHMBAIOCh KaK Xopollee,
CTOJIBKO K€ JeTel OBLIIN paCICHEHBI KaK MallMeHTHI B YIOBJICTBOPUTEIILHOM COCTOSTHUH.
Y 3 (13%) OonbHBIX KIMHUYECKUW CTaTyC OBUI pacIieHEH KaK CpeaHEed CTeneHU

TSAXKCCTHU.
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VY CTaHOBIIEHBI B3aHMMOCBS3M MEXIy BEIWYMHOM nTOoroBou oueHku no b u
HEKOTOPBIMA ~ aHAMHECTUYECKMMH JTaHHBIMH W pe3yJbTaTaMH  KJIMHHUYECKOTO
oOcnenoBanus. Uem nozxe y peOeHKa MOSIBUINCH NEepBble cuMITOMBI MB co cTopoHbl
KEITyTOYHO-KUIICYHOTO TpaKTa, TEM Jydlle ObUIO €ro KIMHUYECKOE COCTOSHHUE
(xoppemsimust Cniupmena, r=0,67; p=0,0007). Ilo3guss kinHUYecKass MaHU]ecTarus
KHUILIEYHOTO CHUHJPOMA, BO3MOXXHO, SIBJISUIACh CJEICTBHEM YaCTUYHO COXPaHHOMN
(GYHKIIMM ~ TOJDKEIYIOYHOM  JKENe3bl, CIOCOOCTBOBAJa  yIOBJIETBOPUTEILHOMY
bu3nIecKoMy pa3BUTHIO peOeHKa U 0ojiee OJaronpusITHOMY TEUEHUIO 3a00JICBaHUS B
TEUCHHUE OMPEACIEHHOr0 MEpPHoJa BPEMEHHU. DTy TUIMOTE3y MOATBEPXKIATI0 HAIWYHe
MOJIOKUTETHHON KOPPENAIIMOHHONW CBS3M CPEIHEW CHIIBI MEXIy BO3pacTOM Je0roTa
raCTPOMHTECTUHAIBHBIX TMPOSBIEHUA M POCTOM peOEHKa Ha MOMEHT MPOBEACHUS
uccienoanus (koppesus Crnupmena, r=0,69; p=0,0004).

OxugaeMbiM pe3yJabTaTOM ObLJIO TMOATBEPXKICHUE THUIOTE3bl O HETaTUBHOM
BIIUSIHUU YaCTBhIX OOOCTPEHUN PECHUPATOPHOTO CHHJPOMA HA KIMHUYECKOE COCTOSHUE
pebeHka, uTo OBUIO JOKa3aHO HAJIWYHEM OTPHUIATEIHLHOW KOPPENSIUOHHON CBS3H
cpennerr cuibl (koppemnsinusa Crnupmena, =-0,64; p=0,001). Tsokenoe kiIMHUYECKOE
COCTOSIHUE, B 3HAYUTEIBHOU CTENEHU OOYCIOBIEHHOE XPOHHUYECKUM OpPOHXOJIErOYHbIM
IIPOIIECCOM, CITOCOOCTBOBANIO (hOPMHUPOBAHUIO JICTOYHON THIEPTEH3NH Yy 001bHBIX MB
KaK MPOSIBIICHUS aJaNnTalli CePACUHOCOCYUCTON CUCTEMBI K YCIOBHUSM MOCTOSIHHOMN
runiokcun (koppersiiust Crimpmena, r=-0,53; p=0,010).

[Ipy HMHCTPYMEHTAJIBHOM OLIEHKE CTEIEHU JbIXaTeJIbHOM HEI0CTaTOYHOCTH
METOJIOM MyJIbCOKCUMeTpuH, SPO, onmpenensiiack B Mpeaeiax HOpMaabHOTO JTuana3oHa
U y JleTed Tpynnbl KOHTposs, U y 00apHBIX MB B mepuone pemuccun 3a0o0jieBaHus
(Manna-Yurau, p=0,071). YrayOieHHOe WHCClIeIOBaHHE Ta30BOTO COCTaBa KPOBH
[IAlIMEHTOB OCHOBHOW TpyIIIbI OTpaswio Haauuyue y gere ¢ MB xpoHuyeckon
JBIXaTeTLHOW HEMOCTAaTOYHOCTH | CTeNeHW, YTO COTJIACOBBIBAIOCH C KIMHUYECKUMU
naHHbIMU. beimu yctanoBieHsl HopManbHble 3HaYeHUs pCO,, He mpesbimaronme 36,0
[33,8; 39,5] MM.pT.CT., Jerkas runokcemus ¢ ypoBHeM pO, B KpoBu B mpeaenax 65,0

[61,0; 73,0] MM.pT.CT., COOTBETCTBYIOIIasi HOpME BeauunmHa pH, koTopas cocraBuia

7,415 [7,394; 7,430].
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Onenka (QyHKIIMM BHEMHETo JpixaHus ¢ mnomompbio KB®I' mokazama, 4To
MEJUaHbl aKyCTHYECKHMX KOMIIOHEHTOB palOThl JbIXaHUS y J€Ted OCHOBHOM U
KOHTPOJIBHOM T'PYIII HaXOJIMUJIUCh B MpeJenax HOPMbI BO BCEX YACTOTHBIX JUala3oHax,
YTO OTpaXaJl0 OTCYTCTBHME BEHTWISILMOHHBIX HapylueHuil. OpHako y aereil ¢ MB
OTMEuYeHa OoJplIas, 4eM Yy 340poBbIX JuI, BenuunHa APJl3, Xxapakrepusyromas
BO3MOXKHOE HAJIMYME OOTYpPAIIMOHHOTO KOMIIOHEHTa OPOHXOOOCTPYKTUBHOTO CUHAPOMA
Ha YpOBHE OPOHXOB cpeaHero kanubpa (tabmuia 2). Ckopee Bcero, 3To ObLIO CBSI3aHO C
HapylIeHWEM MYKOLUMJIMApHOrO KiIupeHca Yy OosbHbIX MB BcieacTBue TedeHMs
BOCHAJIMTEIBHOIO MpoLecca U MPOAYKIMH OOJIBIIOrO KOJIMYECTBA BSI3KOW MOKPOTHI,
KOTOpasi, TEM HE MEHEE, aJeKBAaTHO JBAKyMpOBAJACh W3 PECHUPATOPHOrO TpPaKTa Ha

(bOHe peFYHHpHOﬁ I/IHFaJIHHHOHHOﬁ TCpAIIM U KUHC3UTCPAIIUU.

Tabmnuma 2
Pe3ynbraThl nccnenoBanus QyHKIIUKM BHEITHETO JBIXaHUS JeTel Milajiie 6 JieT

0 JTAaHHBIM KOMITbIoTepHOU Oponxodonorpaduu, Me [QL; QU]

[Tokazarenb OcHoOBHas rpymra, KonTtposbHas rpyrmia, p

1 moarpymma (n=23) 3 noarpymma (n=43)
APJI;, MxJIx 13,47 [7,22; 38,80] 32,26 [8,59; 61,35] 0,221
APJI,, MxJIx 0,076 [0,026; 0,131] 0,053 [0,026; 0,122] 0,447
APJl3, MxJIx 1,590 [0,954; 2,461] 0,896 [0,518; 1,940] 0,019*

[Ipumeuanue: p - kpurepuii Manua-YuTHH, * - pa3zandaus MexI IaMy 3HAYMMBbI
M b

p<0,05

CocTosiHME BEpPXHHMX JbIXAaTEJbHBIX MyTeld U OpPOHXOB KPYMHOTO KanuOpa
OTpaXkaJl aKyCTUUECKU KOMIIOHEHT JIbIXaHUSI B HU3KOYACTOTHOM JHUara3oHe. YPOBEHb
APJl; 6pu1 3HAUMMO BhIIIE Y 00JIbHBIX MB, HMEBIINX KOCBEHHBIE PEHTTEHOJIOTHUYECKUE
NpU3HAKU OPOHXWTA B BUJIE YIUIOTHEHUSI CTEHOK OpoHxoB (ManHa-Yurthu, p=0,014) u
nepubponxuanbHoit uHmibTpanmu (Manna-Yurtau, p=0,040), HO HE mpEBBIMIAT
BEpXHEW rpaHullbl HOpMBI. B TO e Bpemsi He oTMedeHOo OoJiee BEICOKOTo YpoBHs AP/I;
y JeTel ¢ ayCKyJIbTaTUBHOM KapTuHOU OpoHxuTa (ManHa-Yurthau, p=0,192). Menuana
APJl; Obuta 3HauMMoO BbINIE y OONBHBIX MB, KOTOpPBIX OECTOKOWIIO 3aTpyIHEHUE

HOcoBOrO nbixaHus (MannHa-YutHu, p=0,017). APJl; 6onee 100 mx/[x 3HaAUUTENHHO
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yalie onpeessics y AeTeil ¢ TeUeHHEM XPOHUYECKOro cuHycuTa (Kputepuit duiepa,
p=0,024), uT0 OOBEKTUBHO TOATBEPKIAIO HAIMYUE Yy OOCIETyeMbIX OOIbHBIX
HazabHOM 00cTpykiuu (pucyHok 5). C omHON CTOpPOHBI, MOAOOHBIA pe3yJbTaT
OTpaXkaJl BEHTWISILIMOHHBIE HApyUIEHUS CO CTOPOHBI BEPXHUX JbIXaTEIbHBIX IMYyTEM,
KOTOpbIe HEM30€KHO BO3HUKAIM Ha ()OHE TEUECHUS CUHYCHUTA, C IPYrodl CTOPOHBI, OBLI
CJIEJICTBMEM BO3PACTHOM SBOJIIOLMY alllapaTa IpUIaTOYHbIX Ma3yX Hoca: 6osibHbIe MB,
chOpMHpOBABIINE CUHYCHUT KaK TIPOSBICHHEC OCHOBHOTO 3a0o0jeBaHUs, OBUIH
MPaKTUYECKU B 2 pasa crapiie JaeTed 0e3 HapylleHUs Ha3aabHOUM mpoxogumoctu — 4,6

[4,3; 5,3] net npotus 2,4 [0,6; 3,1] net coorBeTcTBeHHO (Manna-Yuthu, p=0,004).

g 120
P 105,7
=
= 100 —
A
<
80 -
60 -
40 -
20 -
9,7
O n T 1
KnuHuko-uHCTpyMEHTaIbHbIE OTcyTcTBHE KIMHHUKO-
MPHU3HAKH HA3aIBHON HHCTPYMEHTAIBHBIX PH3HAKOB
obctpykuuu (N=4)* Ha3anbHOU 00cTpykiuu (N=19)

Pucynox 5 — Pe3ynbpTaThl KOMIbIOTEpHOM OpoHxodoHOrpaduu aetei 1 moarpymnb
B HMU3KOYACTOTHOM YaCTH CIIEKTpa B 3aBUCHMOCTHU OT MOPaKEHUSI BEPXHUX
JBIXaTeIbHBIX yTeH, MKk (mpumedanue: * - kputepuit ManHa-YUTHU, pa3Iuaus

MeXxAy rpynnamu 3Hadnmsl, p<0,05)

CoctosiHue OpOHXOB cpenHero kaimubpa orpaxkaina BenuunHa AP/[;. Otmeuena
TEHJEHIUs1 K OoJjiee BbIpaXKEHHOMY TMOBbIIeHHI0 AP/[3 mpu Hanuuum y pebeHka

ayCKyJbTaTUBHOW  KapTUHBI  BIaXHBIX  XpunoB  (Manna-Yurau, p=0,088).
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OOnapyxxeHue y OOJIbHOTO MepuOpoHXMaNbHON HHOMIbTpanuu 1no aaHHbiIM MCKT
COMPOBOXAANOCH 0OjJee BBICOKMMH 3HaueHHsAMH J3Toro mapamerpa KBOI.
[lepubponxuanbHass UHPUIbTpalUs ObLTa CIEACTBUEM BOCHAIUTEIBHOTO Mpolecca U
MPUBOJMIA K OTEKY TKAaHEH W THUNEPCEKPEMH MOKPOTHI, M, KaK pe3yibTaT, — K
MOBBIIEHUIO YpOBHS AP/[3 B CpaBHEHHH C MAlMEHTAMH, Y KOTOPBIX JAHHBIN MPU3HAK
orcyrcTBoBan (Manna-Yutau, p=0,007). B nmoarBepxknenue rumnote3sl o poiu APl3
KaK MapKepa 3KCCYJATHBHBIX IPOLIECCOB CBHUJETEIBCTBOBAJIO HAPACTaHUE 3TOrO
napametpa Kb®I" npu Hanuyuu npusHakoB OpoHxuoMTa U MykocTaza (MaHnHa-YuUTHU,
p=0,044 wu p=0,038 coorBercTBeHHO). Bo Bcex ciuywasx wusMenenuss APJl3
pPErHCTPUPOBANIMCH B MpeAeiiax  HOPMAaTUBHOTO  JMANA30HA, YTO  CHWXKAJIO
JIMarHOCTUYECKYIO 3HAUUMOCTh JaHHOro napamerpa KbOI'.

AKYCTUYECKM  KOMIIOHEHT JIbIXaHUSI B  BBICOKOYACTOTHOM  JIMAra3oHe
CBUJICTEJIbCTBOBAJ O HAPYIICHUU MPOXOJUMOCTH HUXKHUX JbIXaTEIIbHBIX MyTEH.
WNurencuBHocts APJl, Obla CyliecTBEHHO BBINNI€ MPU BBISBICHUH y TAIMEHTOB B
Ipolecce KIMHUYECKOTO OO0CIEeIOBaHUS PA3HOKATUMOEPHBIX BIAXKHBIX XPHUIIOB U
nocturana 0,148 [0,110; 0,323] mxIx npotus 0,046 [0,021; 0,119] MxJI>kx y O0IbHBIX,
HE MMEBIIUX TMAaTOJOTMYECKUX JbIXaTeNbHBIX IIyMoB (Manna-YutHu, p=0,016).
OOTypa1us TyCTBIM CEKPETOM MPOCBETa MEJIKUX OPOHXOB CIIOCOOCTBOBAJIA HAPYIIICHUIO
OpOHXHMAJILHOW TPOBOJUMOCTH, TMOATOMY 3HAYUTEIbHOE IMOBbIMIeHHEe ypoBHS APl
OBLJIO OTMEYEHO Yy OOJBHBIX C MPU3HAKAMU MYKOCTa3a M OpOHXMOJMTA MO JaHHBIM
MCKT (Manna-Yutuu, p=0,027 u p=0,031 coorBercTtBenHo). Memuanst AP/, npu
HaJIM4YUM TPU3HAKOB MYKOCTa3a M OpOHXMOJUTA MNPAKTUYECKH B TMOJTOpa pasa
MIPEBBIIATN BEPXHIOI TPAHUILY HOPMBI (PUCYHOK 6).

HepaBHOMEPHOCTh MTHEBMATU3AIMU JIETOYHOW TKAHU M «BO3YIIHBIE JIOBYILIKWY,
KOCBEHHO CBHUJIETENLCTBYIOLIUE O OPOHXUAIBHONW OOCTPYKIIMH, SIBISUIUCH CAMOM 4acTON
PEHTTEHOJIOTUYECKOW Haxoakoil y agerei 1 moarpymmbl. [laHHBIE TpHU3HAKU ObUIH
BbIsIBJIEHBI Y 14 u3 17 nanuentos, kotopbiM BbeinonHsmack MCKT. Tlo nanaeim KBOI™ y
y 3TUX AeTel peructpupoBanack HopmanbHas AP/, 0,093 [0,034; 0,165] mx/Ix, uto He
UMEJI0 CTAaTUCTUYECKH 3HAYMMBIX OTJIMYUN OT PE3YJIbTaTOB OOJIbHBIX 0€3 KOCBEHHBIX

npu3HakoB OponxooOctpykuuu u AP/, 0,017 [0,005; 0,115] mx/x (Manna-YurtHu,
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p=0,284). IlonyuyeHHble pe3yJbTaThl HAILIM YACTUYHOE IMOJTBEPKICHUE B HAYYHOU
mutepatype [91, 180], omnwuceiBaromiel Haauyue HEPABHOMEPHON IMHEBMATHU3aLUU

JIETOYHOM TKaHU Y OOJILITMHCTBA OECCUMIITOMHBIX 00JbHBIX MB rpynnoro Bo3pacra.

0,35 0,323 0,327

APJI,, mx Ik

0,25 -

0,15 -

0,071

0,057

0,05 -

IIpusnaku mykocrasa Her npusnakos Bpouxuomnur (n=2)*  Her 6poHxuoanTa
(n=3)* MykocTtasza (n=14) (n=15)

Pucynoxk 6 — Pe3ynbpTaThl KOMIBbIOTEpHOU OpoHXOhOHOrpaduu aerei 1 moarpymnsl
B BBICOKOYACTOTHOM YacCTH CIEKTPA B 3aBUCUMOCTH OT NOPAYKEHUST HUKHUX
JbIXaTeIbHBIX MyTel, MKk (mpumedanue: * - kputepuii ManHa-YUTHU, pa3ianydus

MeXKy rpynnamu 3HaduMel, p<0,05)

He ormeueno 3naunmbix otianuuii B Bennunde APJl, (Manuna-Yurtau, p=0,540) y
nered 1 moaArpynmel B 3aBUCHUMOCTH OT HaJIMYMA TPU3HAKOB BTOPUYHOM
TUIIEPPEAKTUBHOCTH TPaxeoOpOHXHAIBHOTO JAEpeBa.

Y4uuThiBas BBIMIECU3NIOKEHHOE, KIMHUKO-(YHKIIMOHATBHOE COCTOSHUE OPraHoOB
JIBIXaHWUsI 'y JETEed JIOLWIKOJBHOTO BO3pacTa XapakKTePU30BaJIOCh YMEPEHHBIM
MOPAXKEHUEM PECIIMPATOPHOU CUCTEMBI, MIPOSBIISIOIIUMCS XPOHUYECKON AbIXaTEIbHON
HEJIOCTATOYHOCTBIO | cTenmeHu, yMepeHHBIMU PEHTTEHOJOTHMUYECKUMH H3MEHEHUSIMU,
Cpeau KOTOPBIX Mpeodafand MpU3HAKKM HEPAaBHOMEPHOM IMHEBMAaTH3AIlMU JIETOYHOMN
TKaHU W XPOHMYECKOTO BOCIAJICHHS B CTEHKax OpoHXOB. B cpaBHEHUU C TpyImou

KoHTpoJisi, mipu MB Habmomanoch HexkoTopoe mnoBwimieHne APJl3, omgHako Bce
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napametrpsl Kb®I' He BbIxoaunm 3a mpenesisl pedepeHcHbIX 3HadeHuil. Haszanphas
oOcTpykiust y 60apHBIX MB compoBoknanace mossimienueM APJI; mo 105,7 [55.9;
113,9] mx/Ix, 3HauntenpHoe noseiieHue AP, no 0,323 [0,127; 0,331] mx/Ix u 0,327
[0,323; 0,331] mk/[x ObUTO accOIMUPOBAHO C HATWYUEM IPU3HAKOB MYKOCTa3a W

6p0HXI/IOJII/ITa COOTBCTCTBCHHO.

3.2 KnuHuko-(yHKIIMOHATbHAS XapaKTEPUCTUKA COCTOSIHUSL OPIaHOB JBbIXaHUS JIETe

C MYKOBHUCIIMIO30M CTApIIC HMICCTUJIICTHEIO BO3pacTa

Bo 2 noarpynny (ocHoBHasi rpymnmna) ObUIO BKIIIOUEHO 25 AeTeil, HaXOAUBIINXCSA
noa HaOmoaenuem nerckoro Ilentpa MB ropoga Owmcka B nepuojn ¢ 2013 mo 2017
roJibl ¥ YJAOBIECTBOPSBIIUX KPUTEPUSM BKJIIOYEHUS M UCKIoueHusa. KoHTponbHas
rpymmna (4 noarpymma) osia chopmupoBana u3 48 nereid U MOJPOCTKOB cTapiie 6 JieT,
YIOBJIETBOPSIBIIUX KPUTEPUAM BKIIOUEHUS U UCKIFOUCHUS KOHTPOJIBHON TPYIIIIBI.

Cpennuii Bo3pact gnereit ¢ MB cocraBun 11,743,7 1ner, oTMeuanoch
HE3HAYUTEIbHOE Tpeobsananue mainbuukoB — 13 (52%) uyenomek. Krnaccuueckoe
TeueHue 3abosieBanus Habmonanoch B 24 (96%) cnyuasx, y 1 (4%) pebenka QyHKIms
MOHKEITYIOYHOM Keje3bl Oblla coXpaHHa. B rpymnmne KOHTposst cpelHuil BO3pacT JaeTei
obu1 11,243,7 neT, B moJIOBOM CTPYKType npeodiaganu AeBoUku — 26 (54,2%) uenoBek.
['pynmbl ObUTH COMOCTABUMBI MEXKTY COOO0M 1O BO3pacTy (t-KpuTepwii 7151 HE3aBUCUMBIX
BEIGOPOK, p=0,523) 1 mony (kpurepuii %, p=0,617).

Y OompaBIx MB mepBbiMu cummToMamu 3a00JieBaHUS ObUIA TIPOSIBIICHUS CO
CTOPOHBI KETYT0YHO-KUIIIEYHOTO TPAKTA, KOTOPBIE Yallle BCEr0 OTMEYAINCh C BO3pacTa
1,25 [0,25; 7,50] mecsaneB. Y nereil HaOMIOAAINCh YAaCThIM KUPHBIM CTYJ, B3IyTHE
YKUBOTA, IJI0OXKEe pubaBKu B Macce Tena, 3 (12%) pebenka nepeHecan MEeKOHUATbHBIN

uneyc, y 1 (4%) denoBeka oTMeuanoch BeimageHue npsimod kumku. B 4,0 [1,0; 8,0]
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MecsIIa )KU3HU Y OOJBIMMHCTBA JIETEH MOSBIISIICS TOCTOSHHBIN Kalllelib, B TalbHEHIIIEM
JETU TIONyYaJId JICYEHUE IO TOBOAY PEIUIUBUPYIONINX OPOHXUTOB W TTHEBMOHUH.
Juarno3 Bo 2 moarpynme Obu1 yctaHoBiieH B 8,0 [4,0; 27,0] mecsiieB, B OOJBIITUHCTBE
ciydaeB (21 demoBek, 84%) Ha OCHOBaHWM KIMHUYECKON KapTHUHBI 3a00J€BaHUS B
COUETAHUU C TIOJIOKUTENIbHBIMU pe3yjbTaTaMu MoToBOoro tecra. Y 4 (12%) nereit
MOBOJIOM JIJIsl YIUIYyOJIGHHOTO 0OCHEeOBaHUS MOCTYXKUJIU MOJO0KUTEIbHBIE PE3yJIbTAThI
HEOHATAIBHOTO CKPUHHUHTA. TedeHHe PEeCHUpaToOpHOrO0 CHHAPOMA COMPOBOKIAIOCH
HevacTbiMU obocTpenusmu — a0 2,0 [1,0; 3,0] pa3 B roa.

OCHOBHBIMH >kKallo0aMH CO CTOPOHBI JIBIXaTEILHON CHCTEMBI y HaOIIOJaeMBIX
OONBHBIX OBLIM Kallledb, OJBINIKA W 3aTPYAHCHHE HOCOBOTO AbIXaHHWSA. Yame Bcero
KallleJIlb HOCWJI XapakTep MajoNpoAyKTHUBHOTO, B TedeHHe AHS Oecrokoms 14 (56%)
nerer, y 9 (36%) dyenoBek Kaiuenb BOZHUKAI MPEUMYILIECTBEHHO B YTPEHHUE Yachl, y 2
(8%) OonbHBIX BbI3BIBANICA KuHe3uTepanueil. 12 (48%) denoBek MMeNUd TPU3HAKU
BTOPUYHON TUIEPPEAKTUBHOCTU TPaxeoOpPOHXMAIBLHOTO JepeBa. B TeueHue CyTok y
oosbHOr0o MB, kak npasuio, otxoauio 15,0 [5,0; 15,0] ma mokpoTsl. Onpliika Ha GoHE
WHTEHCUBHBIX (U3MUECKUX Harpy3ok Oecrmokousia 18 (72%) uenoBek, ymepeHHbIE
Harpy3ku MPOBOLMPOBAIM JAbIXaTedbHbIH auckomMpopT y 5 (20%) nereir, 2 (8%)
pebeHKa OTMEeYalld OBIIKY TMPU HE3HAUUTEIhbHON ¢u3nueckoil akTuBHOCTH. Ha
MOMEHT 00CJIeIOBaHMS KOOI Ha 3aTPyJHEHUE HOCOBOTO JbIXaHMs ObLu y 17 (68%)
6onpHBIX MB, ipu 00ciienoBanny y HUX OBLIO TOATBEPKACHO TEYCHUE XPOHUUECKOTO
CUHYCHTA.

[Ipu 0OBEKTUBHOM OCMOTpPE YMEPEHHOE 3aTPYyIHEHHE HOCOBOTO JbIXaHUS OBLIO
oT™MeueHO y 16 (64%) uenosek. [Tpu3Haku XpOHHMUECKOW THIIOKCUU B BUJIE AehOpMaliU
JTUCTANTBHBIX (haJlaHT MaJBIIEB M0 TUIY «OapaOaHHBIX MMAI0YeK» U HOTTEBBIX TUTACTHH I10
TUIYy «4YacoOBbIX cTekom» umenuch y 21 (84%) w3 25 manueHToB 2 TOATPYIIIIBI
OCHOBHOM Tpymnmbl. [Ipu omierke GopMbI TPy IHON KIETKH 00YK00Opa3Has aeopMaius
Obla BeIsBICHA y 12 (48%) uwenoBek, B 13 (52%) cnydasx ¢opma rpyaHON KIETKU
Oblla He u3MeHeHa. Y OoJblIMHCTBA Aeteil (24 yenoBeka, 96%) mpu mepKyccuH
onpeensuics KopoObouHslid 3BYK, B 1 (4%) ciydae mepKyTOpHO ObUT MOTYYEH SICHBIN

JIETOYHBIA 3BYK. AYCKyJNbTaTMBHAas KapTHHA JIETKUX OTJIMYAJach 3HAYUTEIIBHOU
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NOoJUMOP(HOCTBIO. YMEPEHHOE Ocla0lieHne JbIXaHUS U OTCYTCTBHUE XPHUIOB ObUIH
ormeueHbl y 10 (25%) nerell, equHWUYHBIC, NPEUMYIIECTBEHHO MEJIKOITy3bIpUYaThie
XPUIIbI ONIPEIEISITUCH MIPU ayCKynbTauu jderkux 7 (28%) yenosek, B 8 (32%) ciayyasx
BBICTYIIMBAJIUCh PA3HOKAIMOEPHBIE XpHUIBI C MPeoOJIaJaHUEM MEJKOITYy3bIpUaToro
KOMIIOHEHTA B YMEPEHHOM KOJINYECTBE.

Co CTOpOHBI KMILIEYHOTO CHUHApOMA Yy OoJiblimHCTBA AeTeil (21 uenosek, 84%)
oTMmedasncsi 0OpPMIICHHBIN HEXHUPHBINA CTyN ¢ yactoToi mo 2,0 [2,0; 2,0] pa3 B cyTkH,
KUPHBIN CTYI nepuoanyecku otmevanu 4 (16%) 6onpabIx MB.

BonpHble 2 moArpynmsl MOMyYaJd HHTATSIUUOHHYIO TEPANMIO NpenapataMH C
Opouxoawnatupyromum (unparopnus opomua 0,25 mr + dbenorepon 0,5 Mr, pactBop
JUTSL MHT AN ), MyKOJTUTHYECKUM (3-7% TUNEPTOHUYECKUNA PACcTBOP, IOpHA3a aibda
2,5 Mr, pacTtBop Uil MHTAISIMU) ¢ MPOTUBOBOCHAIUTEIBHBIM  JICHCTBUEM
(MHTaJSMOHHBIE TIIFOKOKOPTUKOCTEpOUIbl). [lepopasibHas MyKOIUTHYECKas Teparus
3aKII0Yaiach B Ha3HAYCHUM aleTWIIUCTeMHa. B o0s3aTeNbHOM TMOpSAKE BCEM
OoonpHeIM  MB  mpoBoaunace kuHesutepanud. [lo  mokazaHuMsM  Ha3Hayanach
aHTUOAKTEepHaJIbHASI Tepanus MpernaparaMu TOOpamMHUIMHA 75 MI/MIT JIJIS WHTAJSIIHM,
nuIpoQokcalHa nepopaibHO WIH npoduIakTHIEeCKast BHYTpPUBEHHAas
aHTHOaKTepuabHas Tepanus. JJis KOPpEeKIMU MaHKPEaTUIECKON HEeIOCTATOUYHOCTH U
CUHApOMa MaibabCopOIMK TMallMeHTaM Ha3Havajlach 3aMecTHTeNbHas (epMeHTHas
Tepanus MUHHU-MUKpochepamu MaHKpeaTHHa, JOTIOJIHUTEJIHHBIN npuemM
xupopactBopuMbiXx BuTamMuHOB A, J[, E, K. Ilpy Hanuuum npu3HAKOB MOpa)KeHUs
NEYEHU B JICYEHUU JOTOIHUTENBHO MPONHUCHIBAIUCH MPENapaThl YPCOIE€30KCUXOIEBOM
KUCIIOThL. OIMH PeOEHOK B CBA3M C TEYEHHEM MYKOBMCIIMI03-3aBUCHMOIO CaXapHOTO
nuabeTa HaxOAWICS Ha Tepalud WHCYJIMHAMH YJIBTPAKOPOTKOTO JCUCTBUS. B 1menowm,
JNeTH 2 TMOArPYIIbl ObUIM COMOCTaBUMBI MEXAY €000 1Mo 00beMy MOJIy4aeMOro
JICYEHUS.

YyTts OoJbllIe MOJOBHHBI HalueHToB ¢ MB crapiie miecTuiieTHero Bo3pacTa
MMeNId HOpMaJIbHBIEC TIOKa3aTeau puznueckoro pa3Butus, HO B 11 (44%) cinydasix ObLIH

OTMEUEHHI U IePHUIUT MacChl TeNa, U 3aJIepKKa pocTa (PUCYHOK 7).
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100% T —
90% +—— ——— —
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0, N EE— I I
60% B 85-97 nepueHTUIIb
50% 15-85 nepreHTHITB
40% +— ] —— 3-15 nepreHTHIB
0% — 7 ——— 6 —— Wyenee3 MIEePIEHTUIIS

20% —
10% -

0% -
MNunexc maccel Tena  PocT k Bo3pacty
K BO3pPAacCTy

Pucynox 7 — [loka3zatenu puznyeckoro pa3Butus ferei 2 moarpynimsl, adc

[Ipn cpaBHUTENBHON OLIEHKE (QPU3NYECKOrO pa3BUTUS JI€T€d OCHOBHOW H
KOHTPOJILHOM TPYyNI OTMEUYEHbl 3HAa4yuMoO Oojiee HHU3KHE TMoKa3zareaud (U3HUUYECKOTOo
pazButusi OonbHBIX MB gereit. HecmoTpss Ha To, uro memmansl UIMT u pocra B
OCHOBHOM I'pYIINE HE BBIXOJAUIM 3a TpeAenbl 15-85 nepueHTusis, OHu ObLITM CMEIICHBI K
HIDKHEH TpPaHULE HOPMAJbHBIX 3HAYCHUW. B KOHTPOJIBHOM TIpymie pocT U BeEC

OOJBIIMHCTBA JA€TeH ObUIM OJNM3KH K 1IEJIEBBIM 3HAUYCHUSIM (Tadnuia 3).

Ta0muma 3

dusznveckoe pa3BUTHE JIeTeH OCHOBHOW U KOHTpoJibHOM rpym, Me [QL; QU]

[Toka3arenp OcHoBHas rpymma, KonTposbHas rpymma, p

2 noarpymma (n=25) 4 nmonrpymnma (n=48)
Pocr k Bo3pacry, 20,9 [6,8; 29,7] 64,6 [34,1; 89,4] 0,000005*
MEePLICHTUITb
Nupexc maccsl Tena K 21,0 [3,9; 42,5] 64,3 [45,9; 81,6] 0,000006*
BO3pACTY, NEPLUEHTHUIIb

[Tpumeuanue: p - kputepuit ManHa-YUTHU, * - pa3nuuus MEXKIy TPyIIaMd 3HAYUMBI,

p<0,05

[To manneiMm MCKT y pnereil ompenensyiich MHOKECTBEHHBIC TPU3HAKU

MNOpAKCHNA OpPraHoB JAbIXaHWs. HaubGonee wuwacto PETUCTPHUPOBAIINCE HW3MCHCHUS,
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OTpaXarolue  TMOCJICACTBUS  XPOHMYECKOTO  BOCHAJIMTENILHOTO  Tpolecca B
OpoHXHAIEHOM JiepeBe. THUMMYHBIMU HaXOAKaMU OBLIN YIUIOTHEHHWE CTEHOK OPOHXOB H
nepubponxuanbHas uHuineTpamus, y 18 (72%) aeteil BbIABIAINCH OPOHXOIKTA3bl, B
10 ciayyasx oOHM OBUIM 3amOJHEHBI MOKpPOTOH. [lpW3Hakm HEpaBHOMEPHOCTH
BEHTWISIIIAMA JIETKUX KOCBEHHO OTPaXKaIW HaTW4YHe OpPOHXHAIBHON OOCTPYKIMU H
HaOMOJaMMCch Yy  3HAYUTENBHOTO  KoJMuyecTBa  OonbHBIX.  [IporpeccupoBanme
3a0oeBaHusl CHOCOOCTBOBajO pa3ButHio sMmduzembl, y 4 (16%) OonbHBIX OBLTH
oOHapyxeHbl (hudpoaTenekTasnl (pucyHok 8). [TogoOHbIe U3MEHEHUS OBUIH CJICICTBUEM
IPOTPECCUPOBAHUSI OCHOBHOTO 3a00JIeBaHMS 3a CYET TEYEHHUS BBIPAKEHHOTO

XPOHHUYCCKOT'O BOCIIAIMUTCIBHOIO ITpOLECCa B 6p0HXOJ’I€FO‘-IHOI>i CHCTCEMC.

VYIJI0THEHHE CTEHOK OpOHXOB
[TepubponxuanbHas HHOUIBTPAITHS

[MaeBMohnOpO3

HepaBHOMEpHOCTH THEBMATH3AIHN
JIETOYHBIX ITOJICH

BponxoskTassl

[Ipu3naku 6poHXHOTUTA

OMpuzema Jerkux 14

[Ipm3Haku MykocTasa 15

TpyOxoobpazHas nedopmarys OpOHXOB 16

0% 20% 40% 60% 80% 100%

®dubpoareneKkTas JOIH JETKOTO 21

® Hanuune n3menenust Ha MCKT nerkux OOtcyrctBue uzmenenust Ha MCKT nerkux

Pucynok 8 — Ilopaxxenne opranoB asixanus no nanaeiM MCKT y nereit crapiue 6 jer,

OOJIbHBIX MYKOBHUCITUI030M, a0C

YcTaHoBieHO, 4TO y OOJIBIIMHCTBA JAeTel, Y KOTOphIX 1Mo qaHHeIM MCKT nerkux
BBISIBJSUTUCh ~ OpPOHXOZKTa3bl, IO pe3yJbTartaM OOBEKTUBHOIO  OOCJEeI0BaHUs

BBICTYIIMBAIUCh BIaxHble Xpunbl (kputepuit @umepa, p=0,007). VYmepeHHoe
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ocla0JieHWe JbIXaHWs W OTCYTCTBHE XpumoB cHWwxkaino OP  oOHapyxeHus
Oponxo3kTazoB B 0,429 [0,198; 0,927] pas.

OTMedyeH MMPOKUNA CHEKTP OCJIOKHEHMM B CTaplieid BO3PACTHOM TpymIie
oonmpHbIx MB. Ha ¢Qone TeueHuss xpoHudeckoro HH(GEKIMOHHO-BOCHATUTEIHLHOTO
MPOIIECCa B OpraHax [bIXaHUs y JETed PErMCTPUPOBAIOCH MOBBIIIEHUE JABJICHUSA B
cUCTeMe JieroyHod aprepuu. JleroyHass rumepreH3uss OblIa CaMbIM  YacThIM
OCIIO)KHCHHEM W Ha0Irofanach 0oyiee 4eM y TOJIOBUHBI 00MbHBIX — 13 uenoBek (52%).
HenocraroyHocTh NUTaHMST W TOBBIIICHHBIE  JHEPreTUYECKHE  MOTPEOHOCTH
CIIOCOOCTBOBANM  3aJiepKKe  (DU3UYECKOTO  pa3BUTHS. PeakuMu, HO  BechbMa
HEOJAronpusiTHBIMU B TMPOTHOCTHYECKOM IUIAHE OBUIM TaKUE COCTOSIHMS, Kak

KpOBOXapKaHbe, caxapHblil quadet npu MB, niuppo3s neuenu (pucyHok 9).

l l
CaxapHusbrii tnabet | | 24
KpoBoxapkanne | | 24
Huppo3 neuenu | | 24
Brinagenue npsiMoii KUIIKY B aHAMHE3€ | | 24
[Momumos HOCa | | 23
KemyekamenHast 60€e3Hb | | 23
MeKOHHANBHBIH WIIeYC B aHAMHE3e | | 23
ATeneKTas JI0JIH JIETKOTO 21
Annepruyecknii OpOHXOJIETOUHBIH | | >0
acrepruwuie3 B aHaMHE3e | |
CHUHIPOM AHMCTaIbHONH MHTECTUHAIBHON 50
00CTpYKIIMU B aHAMHE3€e | |
3amepikka GU3NIECKOTO Pa3BUTHS | | 14
Jlerounas runepTeH3us 12
T T T ! !
0% 20% 40% 60% 80% 100%

B Hanmnune OCIIOKHEHUS 0 OTcyTCTBI/Ie OCJIOXKHCHMUA

Pucynok 9 — OcnoxHeHHsI MyKOBUCIIUA03a y JIeTel cTrapiie 6 jeT, abc
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ITo pe3ynbTaTam orieHku 00ibHBIX B cooTBeTcTBUU co LB, y 13 (52%) nereit
teueHue MB pacueHeHo kak cpeanerskenoe, craryc 4 (16%) 00apHBIX OBLT XOPOILUM,
2 (8%) nereii — ynoBieTBopuTeabHBIM. Kaxkib1it ueTBepThIiil pedeHok cTapie 6 jet (6
4yenoBek, 24%) nHaopan 40 u MmeHee OAJITIOB, YTO TOBOPHJIO O €r0 TSHKEJIOM COCTOSHUH.

Kak u y gereét 1 moarpynmel, yCTaHOBJIEHA OTpHUIATENbHAs CBS3b MEXKIY
KJIIMHUYECKUM COCTOSIHUEM peOeHKa W 4YacTOTOM O0O0OCTpEeHUM pecnupaTopHOro
cuaapoma B Toj (koppemsamus Crmpmena, =-0,78, p=0,000004), HO B3aUMOCBS3H
Mexay Oamtom mo IIIIB u BenmuunHOM cpeaHero AaBieHUS B CHCTEME JIETOYHOMU
apTepuu BO 2 moAarpymne oTcyrctBoBania (koppensiuusa Crnupmena, p=0,364) 3a cuer
npeoOJialanns AIMEHTOB CO CPEIHETSIKEIBIM U TSKEIIBIM TeUEeHUEM 3a00JIeBaHUS.

OYHKIIMOHAIBHOE COCTOSIHUE OPTaHOB JIBIXaHUS 03KUJIaeMO ObLIO XYXKe Yy JIeTeH ¢
MB. Mennana SpO, y neteld OCHOBHOU TpyIIbl ObLTa HUXKE, YEM Y 3I0POBBIX JIHII, U
coctaBuiia 97,0 [95,0; 98,0] % npotus 98,0 [97,0; 99,0] % (Manna-Ytunu, p=0,008).
['a30BbIli COCTAaB KPOBH y JAET€d 2 MOATPYIIBI OTPAKAJI HAJUYUE XPOHUYECKOU
JbIXaTeNbHOM HemocTtaToyHocTH | crenenu: ypoBeHb pO, Obu1 68,0 [64,0; 74,0]
MM.PT.CT., IPH 3TOM HaIpsHKEHUE YTIACKUCIOTHl HAXOAWIOCH B Tipenienax HopMbl — 39,0
[36,2; 40,1] mm.pT.CT., Kak W BenuunHa pH, kotopas cocrasuna 7,383 [7,370; 7,401].
[To mepe yxynmieHUs KIMHUYECKOTO COCTOSHMSI OOJBHBIX HapacTajga TUIIOKCEMUS
(xoppensmus Criupmena, =0,46, p=0,021 nns 6amra mo I u SpO,, r=0,45, p=0,025
qutst 0ama o HIIIB u pO,).

Pesynbratel ciupomerpun y aeteit C MB otpaxanu cHikeHne (QyHKIIMOHATBHBIX
BO3MOXXHOCTEH JIErKMX M ObUIM 3HAYMMO HUXKE, YeM B TpyIine KOHTpouis (Tabnwuia 4).
[Ipu ananu3ze cnuporpaMM OTMEYEHO, YTO Y KaKJI0r0 TpeThero 6osibHOro MB dyHKIMs
BHEIIIHETO JIbIXaHWS COOTBETCTBOBaJa HOPMalbHbIM 3HaueHusiM (9 nereir, 36%), B
OCTQJIBHBIX CIydYasiX OTMEUAJUCh BEHTWISIMOHHBIC HAPYIICHUS Pa3IUYHON CTENEHU
TsbkecT. bponxumanbHasi oOCTpyKIus JieTKOW crerneHu Obuta BbisiBIeHA y 4 (16%)
nereit, mo 4 (16%) demoBeka HMENM KOMOMHHMPOBAHHYIO BEHTHJILIMOHHYIO
HEJIOCTATOYHOCTh C TIpeobJialaHieM OOCTPYKIIUM YMEPEHHOM, CpPEIHETSKEIOU U
TSDKEJIOM cTerneHn cooTBeTcTBeHHO. CHmpkenne Bennunnbl OPB; Obu1o0 Hambosee

PaHHUM MapKepOM BEHTWISIMOHHBIX HapylIeHui (Tadaumna 5).
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Taomuma 4

Pe3ynbTaThl CIUPOMETPUU JIETEH OCHOBHOW U KOHTpOJbHOM rpymi, Me [QL; QU]

[TokazaTenb OcHoBHas rpymmna, KoHnTtponbHas rpymma, p

2 moarpymnmna (n=25) 4 oarpymna (n=48)
XKEJL % 75,0 [62,0; 95,0] 92,5 [85,5; 100,0] 0,003*
®XXEJL, % 70,0 [55,0; 84,0] 85,0 [79,0; 95,5] 0,001*
OB®,, % 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 - kpurepudh MaHHa-YUTHH, * - pasznuuus MEXAy TpU3HAKaMU

3HaunMebl, P<0,05

[TapaMeTpbl CIUPOMETPUN Y AETEN 2 MOATPYIIIIBI

Tabmura 5

B 3aBHCHMOCTH OT CTEIICHHU TSHKECTH BEHTHIIAIIMOHHBIX HapymeHuit, Me [QL; QU]

Crenenn [TapameTpbl cIUpOMETPUU
BEHTHIIIHORHOU KEJL, % ®KEL % | OB®Dy, % TICB, %
HESCAOCTATOYHOCTHU
Oreyretsyer (1=9) 98,0 87,0 95,0 115,0
[87,0; 110,0] | [81,0; 101,0] | [90,0: 107,0] | [96,0; 121,0]
Terxas (n=d) 87,5 82,0 75,5 78,0
[84,0: 97,5] | [79,0:86,0] | [73,5:77,0] | [74,5;93,0]
Vateperas (n=4) 73,5 60,0 63,0 65,0
[69,0; 74,5] | [57,5;63,5] | [61,0;66,0] | [57,5;76,5]
c (n=4) 60,0 53,5 55,0 81,0
peaeTRe A [56,0; 67,5] | [51,5:59,0] | [54,0:57,5] | [75.,0;84,0]
Tascenas (n=d) 50,5 37,5 41,0 57,5
[42,0;58,5] | [35,0;42,5] | [37,5;45,0] | [42,0;85,0]
Hamuune ~ OpOHXOZKTa30B COMPOBOXKIAJIOCh  Pa3BUTUEM  YMEPEHHOM

KOMOMHHMPOBAHHON BEHTHJIAIMOHHON Hemocratounoctu ¢ OPB; 63,0 [54,0; 76,0]1%
(Manna-Yurau, p=0,009) u XEJI 73,0 [58,0; 87,0]1% (Manna-Yurau, p=0,015),
byHKUMS JIeTKUX JeTeil 0e3 OpoHXO03KTa3oB Obuia B HOpMe. MykocTa3 BHOCHI
HamOobpIui BKiIan B cHmkenue O®B; y nereii ¢ 6ponxoskrazamu, meaunana ODB; B
naHHoM ciydae Obuta 54,0 [42,0; 59,0]1%, y Bcex nerel ¢ TsxKeIoM OOCTpYyKIMEH Ha
MCKT-cHUMKax Ompeaesyiuch MHOTOUYMCIICHHBIE MYKOWIHBIE MpoOKu. [lanmeHTtsr ¢

CaHUPOBAHHBIMHA 6pOHX03KTaSaMI/I HMCIIMN MHWHUMAJIBHBIC HAPYHICHHA BCHTWIAIHNU C

O®B; B npenenax 78,0 [73,5; 89,0]% (Manna-Yutau, p=0,00006).
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YcTaHOBIEHBI MPSMbIE CUIIbHBIE KOPPEJSIUOHHBIE CBSA3M MEXAY OaijaoM IO
b wn XEJ (xoppensmuss Croupmena, =0,80, p=0,0008), I u O®B;
(xoppensanus Crmpmena, r=0,81, p=0,000001).
ITo pesynpraram Kb®I' moarBep:kaeHO Mopa)xeHne OpraHoB AbIXaHus npu MB.
BenuunHbl akyCTHUECKMX KOMIIOHEHTOB PAa0OTHI JbIXaHUS y JeTell 2 MmoArpynmsl B
HECKOJIbKO DPAa3 NPEBBIIATIM 3HAYECHUS, MOJYYEHHBIE Yy 30POBBIX CBEPCTHUKOB, YTO

OTpaKaJiI0 HAJIMYIUC ITOPAKCHUA KaK BCPXHUX, TaK U HUKHUX JIbIXaTCIbHbIX HYTeﬁ Ipu

MB (tabnuma 6).

Tabmauma 6
OyHKIMS BHEIIHETO JABIXaHUsS ACTEH crapiie 6 et
0 JTAaHHBIM KOMITbIoTepHOU Oponxodonorpaduu, Me [QL; QU]
IToka3arens OcHOBHas rpyIna, KounTponbHas rpymma, p
2 moarpynna (n=25) 4 moarpymma (n=48)
APJ1;, mxJIx 112,02 [90,63; 124,66] 44,88 [18,07; 83,25] 0,000003*
APJ1,, mxJ[x 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*

[lpumeuanue: P - kpurepuit MaHHa-YUTHH, * - pasnuuus MEXAy TpU3HAKaAMU

3HaunMmel, P<0,05

VY Oonbabix MB naOmopanocs noseiienne AP/l;. Yposens AP/, y npereit 2
HNOJrPYNIbl HE 3aBHCEN OT COCTOSIHMSI KpYNMHbIX OpoHXoB (ManHa-YutHu, p=1,0 mis
VIUIOTHEHUS CTEHOK OpoHXoB, p=0,341 misi nepuOpOHXUaIbHON MHPUIBTPALUU) WU
HaJIM4Ms BJIQXHBIX XpurnoB kiauHudecku (Manua-Yuthu, p=0,102). 3nHauutenbHOe
noBbitieHne AP/l; ceeimre 100 Mx Ik HaOIr01a710CH MPU HA3AJIBHOW OOCTPYKIIMH Y JIUIT
c TeueHuem cunycuta (Manna-Yuthu, p=0,0003, xputepuii @Pumepa, p=0,01)
(pucyHnok 10).

Memuana APJ/[3, xak um y gnered go 6 Je€T, HE BBIXOAWJIA 3a MPEACIbI
pedepeHTHOrO MHTEpBaia. BhisBiIeHHE NPHU ayCKyJbTallMU JIETKUX BJIAXXHBIX XPUIIOB
(Manna-Yuran, p=0,003), nHamuume mnepuOponxuanbHod wuHGUIbTpanmuu (MaHHa-
Yuthu, p=0,031) u npusznakoB Mykocraza (Manna-Yutau, p=0,025) npuBoauio k

HECKOJIBKO 0oJiee BICOKMM 3HaueHUsIM APJl3.
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140

119,4

AP, Mkl

100 -

80 -

60 -

KnuHMKO-MHCTpYMEHTaIbHbIE OTCcyTCTBUE KITMHUKO-
NPU3HAKK Ha3aJIbHON HUHCTPYMEHTAJIbHBIX
obcrpykuuu (N=17)* MIPU3HAKOB HA3aJIHHOMH

obctpykiuu (N=8)

Pucynox 10 — Pe3ynbTaThl KOMIbIOTEPHOU OpOoHXOQOHOTpaduu eTel 2 MOATPYIIIbI
B HU3KOYACTOTHOM YACTH CIIEKTPA B 3aBUCUMOCTHU OT MOPAKEHUSA BEPXHUX
JBIXaTeIbHBIX yTel, MKk (mpumedanue: * - kputepuit ManHa-YUTHU, pa3andus

MKy Tpynnamu 3Hauumbl, p=0,0003)

ITo pesynapTaTamMm 0OBEKTUBHOTO MCCIICAOBAHUS JIBIXaTEILHON CUCTEMBI, OOJIHHBIC,
Yy KOTOPBIX OOHAPYKUBAJIUCH BIIAYXKHBIE XPUIIBI IPU ayCKYJIbTALIMHU, UMEJIA BRIPAXKEHHOE
noseimieHue APl mo 0,292 [0,169; 0,313] mk/[k, OTCYTCTBHME MaTOJIOTHYECKUX
JBIXaTeNBHBIX IIIYMOB COIIPOBOXKJIAJIOCh HOpMalibHbIMH 3HaueHusiMu APJl, — 0,070
[0,034; 0,101] mx/I>x (Manna-Yutau, p=0,0005).

OOTyparus MpocBeTa MEJIKUX JIBIXaTENIbHBIX MyTeH TYCTHIM BS3KHM CEKPETOM,
onpenensiemass no MCKT nerkux, cnocoOCTBOBajga HapacTaHUIO OPOHXOOOCTPYKIIMHU U
3HaUMMOMY TOBbIIeHUIO BenuuuHbl AP/, (Manuna-Yuthu, p=0,006). IIpu Hanuuumn
MYKOCTa3a aKyCTHYECKUHA KOMIOHEHT paOOThl JBIXaHUS B BBICOKOYACTOTHOM

JMana3oHe MpakTU4Yeckd B 1,5 pa3a mpeBbllliaj BEPXHIO TPAHUILY HOPMbI (PUCYHOK

11).
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03 0,283

0,25 -

APJL,, miflk

0,15 -

0,05 -

[pusnaku mykocrasa (N=10)*  Her npu3HakoB MyKocTasa
(n=15)
Pucynok 11 — Pe3ynbTaThl KOMIbIOTEPHOU OpOHXOQOHOTpaduu eTer 2 NoArpyIIIbI
B BBICOKOYACTOTHOM YaCTH CIIEKTPa B 3aBUCMMOCTH OT MyKOcCTa3a, MK/ (mpuMmedaHue:

* - kpuTepuit MaHHa-YUTHH, pa3Iudus MEXKIy TpyrnamMu 3HauuMbl, p<0,05)

He ycranosneno 3Haunmoro yBenudenuss APJl, npu Hammauu OpOHXODKTA30B Y
oonbHbix (Manna-Yutau, p=0,074), oqnako y nereit, Ha MCKT-cHUMKax KOTOPBIX
OOHapy>KMBAJIUCh  3aIlOJIHEHHBIE  COJEPKUMBIM  OpPOHXODIKTa3bl, AKyCTHUYECKHM
KOMIIOHEHT pa0OThl AbIXaHWUS B JWAaNa30HE BBICOKMX YACTOT OBUT BBINIE, YEM Y
MaIlyeHToB ¢ OpoHXOdKTa3amMu Oe3 mpuzHakoB Mykoctaza (Mawua-Yuthu, p=0,021),
YTO TOAYEPKUBAJIO POJIb AHOMAJIBHO TYCTOM M BA3KOM MOKpPOTHI B TIATOTEHE3E
OpOHX000CTPYKTUBHOTO cuHIpoMa npu MB (pucynok 12).

YCTaHOBJICHO HaIW4Yue OTPULIATEIBHOW CBSI3M YMEPEHHOW CHUJIBI  MEXIY
KIIMHUYECKUM COCTOSIHUEM peOeHKa U aKyCTUYECKUM KOMIIOHEHTOM pabOThI JbIXaHUS B
BBICOKOYACTOTHOM Jinana3one (koppensus Crimpmena, r=-0,50, p=0,011).

He ormeueno 3naunmbix otianuuii B Bennunde APJl, (Manna-Yuruau, p=0,479) y
nered 2 TOATPYNIBI B 3aBUCUMOCTH OT HAJIW4YWS TPU3HAKOB BTOPUYHOM

TUINEPPEAKTUBHOCTH TPaXeOOPOHXUATBHOTO JIEPEBa.
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03 0,283

0,25 -

APJI,, mx/lx

0,2

0,15 -
0,110

0,05 -

T 1
Bponxo3kTa3bl, 3anonHeHHble  CaHHPOBaHHBIC OPOHXOIKTa3bI
coaepxumbiM (N=10)* (n=8)

Pucynox 12 — Pe3ynbTaThl KOMIBIOTEPHOU OpOHXO(POHOTpaduu 1eTel ¢
OpOHX03KTa3aMU B BLICOKOYACTOTHOM YaCTU CIIEKTPa B 3aBUCUMOCTH OT HAJIUYUS
npu3HakoB MykocTtasa o ganueiM MCKT, Mx/[x (mpumedanue: * - kputepuii MaHnHa-

VYuTHU, pa3nuuusg Mexay rpynmnamu 3Haunumsl, p<0,05)

Takum 00pa3oM, KIMHUKO-(DYHKITMOHAIBHOE COCTOSIHUE OpPraHOB JIBIXaHHS Y
OOJIbHBIX JIETEH IIKOJBHOTO BO3pacTa XapaKTEPU30BAJIOCh TSKEIBIM MOPAKEHUEM
PECIIUPATOPHOM CUCTEMBI C SIBJICHUSIMH XPOHUUYECKOM JBIXaTeIbHON HEJIOCTaTOYHOCTH |
CTEIICHU W BBIPAXKCHHBIMU PEHTICHOJIOTUYECKUMU W3MEHEHUSIMH B JIETKUX. B
CPaBHEHHMHM C TPYIIIOW KOHTPOJIS, Pe3yJbTarTbl cnupomeTpuun npu MB ortpaxanm
3HAYMTEIHPHOEC CHIDKEHHE OOBEMHBIX M CKOPOCTHBIX MOTOKOB, 1O JaHHbIM Kb®OI'
akycThueckas paboTa JbIXaHHMsI BO BCEX YaCTOTHBIX JAuamnazoHax npu MB Oblna
MOBBINICHA, ¢ TpeBbiieHneM APJl; HOpMATHBHBIX 3Ha4Y€HHMA. DTO OBUIO CBSI3aHO C
pa3BUTHEM B CTapIlieM BO3pacTe y OOJBIIMHCTBA JACTEH OCHOBHOW T'PYIIIBI HA3aJIbHON
oOCTpyKIIMM Ha (POHE TEUEHUS XPOHUUYECKOIO0 CUHYCUTA KaK MPOSBJICHUS OCHOBHOIO
3a00JIeBaHMs, YTO COMPOBOXKIadoch mmoBbimieHneM APJ[; mo 1194 [112,0; 129.4]
Mk/>x. Menuana APJl, B uenom no rpynmne OonbHbix MB He mpesbimana 0,2 mMx/[x,

OJIHAKO HaJIMYME MYKOCTasa, KoTtopoe HaOmromanock y 10 (40%) nmeteit B TekyiieM
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UCCIIEIOBAHUH, SIBIISLUIOCH puurHOU noBbieHus AP/l,, no 0,283 [0,177; 0,316] mx/[x
y 3TUX MaI[UEHTOB.

[TonBoass WTOr KIMHUKO-(PYHKIIMOHAJILHOMY OOCJIEAOBAaHUIO JeTeld OCHOBOMU
rpynmnsl MetogoM Kb®I', MokHO cienats BBIBOI O TOM, YTO, HE3aBUCHUMO OT BO3pacTa
oonbHOro, moBbimeHue APJ[; OGonee 100 mk/[x accormuupoBagoch ¢ HaJudueM
HazaubHOM 00CTpyKIuu, noseimienue AP/, 6onee 0,2 mkJ[x, BeposiTHee Bcero, ObLIO

00yCIOBJICHO HATMYMEM MYKOCTa3a.
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TJIABA 4 AHAJIN3 ®AKTOPOB, OKA3BIBAIOIINX [TOTEHIIUAILHOE
BJIMSHUE HA COCTOSIHUE ®YHKIIMUA BHELIHETO JILIXAHUS Y JETEN
C MYKOBUCLIJO30M

4.1 Bmusaue knacca mytaruii CFTR Ha KITMHUKO-(YHKITMOHAIBHOE COCTOSTHHE

OpraHOB IbIXaHUA I[CTGI\/i, OOIBHBIX MYKOBHUCIIUIO30M

I'eneTnueckoMy aHanu3y ObUIM MOJABEPTHYTHI 94 XpOMOCOMBI, MO pe3yJbTaTaM

KOTOpOoro B 88 cinyuasx ObLH BeIsiBIeHBI MyTaruu CFTR (tabmuma 7).

Tabnuna 7
Cnextp mytanuii CFTR y neteit u moapoctkoB OMcKoit 001acTu,
OOJIEHBIX MYKOBHCITHI030M

Myranus KomnuecTBo anneneii, abc YacroTta, %
F508del 52 59,1
CFTRdele2,3(21kb) 10 11,4
G542X 6 6,8
2184insA 4 4,6
N1303K 4 4,6
1677delTA 2 2,3
2143delT 2 2,3
R1066C 2 2,3
3849+10kbC>T 1 1,1
4015delT 1 1,1
E92K 1 1,1
R334W 1 1,1
R347P 1 1,1
W1310X 1 1,1
BCEI'O 88 100
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Yacrota BcTpeuaemocTu mnonmuMopdubix BapuantoB CFTR y gereir Omckoit
obyactu ObLTa COMOCTaBUMA C POCCHUCKUMH JaHHBIMA. HawmOombimas amenbHas
yactota otMedeHa y mytanuu F508del, kotopas cymmapno cocraBumiia 59,1% ot Bcex
uACHTU(UIMPOBAHHBIX aijieneil. Bropoe MecTo Mo pacmpoCTpaHEHHOCTH B JCTCKOU
nonysinuu 6oapHBIX MB Owmckoit ob6nactu 3ansina myranus CFTRdele2,3(21kb) ¢
yactoroil B 11,4%. Jlanee cnenoBana myrauusa G542X (6,8%). Myrauun N1303K u
2184insA OblnH BBIsSIBICHBI B 4,6% ciydaeB Kaxaas. TakuM oOpa3oMm, Ha TEPPUTOPUU
OmMmckoli 00JaCTH OTHOCHUTENIBHO YacTO BCTPEYAIMCh MYTallMU, XapaKTepHbIE IS
CIIaBSHCKOW HAIMOHAIBHOCTH. B TO ke BpeMs OBLT OTMEUEH JOCTATOYHO BBICOKHI
YAEIbHBIA BEC MYTAllMid, THIUYHBIX I BbixoaneB u3 Oxuon n Bocrounoi EBporbl,
JMIL] Ka3aXCKOW HaIlMOHAJIbHOCTH, YTO OTPa)Kajl0 ATHUYECKOE pa3zHOOOpa3ue peruoHa.
YuuTbiBasi OTHOCUTEIBHO MIMPOKUM TE€HETUYECKUN MOoauMopdu3M, MPOBEICH aHAIU3
KJIIMHUKO-(DYHKIIMOHATILHOTO COCTOSIHHSI OPI'aHOB JIBIXaHMS Y JIETEl OCHOBHOM T'PYIIIBI B
3aBUCHUMOCTH OT KJIAaCCOB BBISIBJICHHBIX MYTallHil.

Cpenu manmeHToB 1 moArpynmsl OCHOBHOM rpymiibel mouck mytammii CFTR Obu1
npoBeneH y 22 (95,7%) uenosek. JIse mytaruu CFTR Obutn o6Hapyskens! B 18 (78,3%)
cayvasx, y 4 (17,4%) nereit uaeHTuduImpoBaHa ToJibko oaHa myTtanus. C Hanbosbien
ayenbHOM yactoTol ooHapyxuBanuck mytanuu F508del u CFTRdele2,3(21kb), B Tpex
ciy4asix ObUIM BBISBIIGHBI MYTallUH, CHOCOOCTBYIONIHE (HOPMHPOBAHUIO «MSATKOTOY

¢denotuna (pucyHok 13).

= F508del

® CFTRdele2,3 (21kb)

= N1303K

m G542X

= 1677delTA

= 2143delT
R1066C
E92K
R334W
R347P
W1310X

Pucynok 13 — Cnektp mytamuit CFTR y nere#t 1 moarpynmsl, abe
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npeobiaganue

MB ¢

OtMeueHo CYHICCTBCHHOC T'CHOTHUIIOB, KIIMHUYCCKHU

peaNM3yoNIMXCsl  KIACCUYECKUM MMaHKPEATUYECKOM HEIO0CTAaTOYHOCTHIO.
bonpmacTBO G0NbHBIX MB B naHHOW Bo3pacTHOM rpynme (9 dYenoBek) SBISIIUCH
romozurotamu o mytanusMm CFTR 11 knacca. I'eHOTHITBI, TOMO3UTOTHBIE TIO MyTAIHsIM
CFTR I knacca, BbIsiBIIeHBI y 3 OOJIBHBIX, 4 peOeHKa ObLIM KOMITAyH/I-T€TePO3UTrOTaMU
nmo wmytamuaM CFTR 1 wm Il kxmacca. ['eHOTHIIBI, CHOCOOCTBYIOIIHME COXPaHHOM
BHEITHECEKPETOPHON (PYHKIMM TOKETYAOYHONU XKene3bl, ObUIM YCTAaHOBJIECHBI y 3
nainueHToB. Y 2 nerteid 3a0osieBaHue BhI3BaHO Hanmuuuem MyTtanuu CFTR IV knacca B
KOMIIAyH/I-T€TEPO3UTOTHOM COCTOsIHMU ¢ MyTauue 1l knacca. Takke B JaHHYIO IpyIILy
ObLT BKJIIOYEH | pebeHok, nMeBIInid MmyTanuio [V kinacca B KOMIayHA-T€TEPO3UTOTHOM
coCTOsiHUU ¢ Heu3BecTHoM myTaruent CFTR.
[lopaBnstomee OOJBIIMHCTBO OOJIBHBIX OBLIM BBISBIEHBI 1O pe3yJibTaTaM
HEOHATaJbHOI'O CKPMHUHTA U MOJTyYall HEOOX0AUMOE KOMIUIEKCHOE JIEUEHUE C MEPBBIX
MECSIIEB JKU3HH, MOATOMY 3HAYUMBIX Pa3IM4Miil B MOKa3aTeNssX GU3NUYECKOTO Pa3BUTHS

HE YCTaHOBJICHO (Tabsuia 8).

Tabmuma 8
dusndeckoe pa3BuTHe AeTel 1 moArpynmsl B 3aBUCUMOCTH
ot kiacca mytauiit CFTR, Me [QL; QU]
IToxazatens | | kmace / | kiace | xmacc /11 IT xmacc / 11 IV kmacc / p
(n=3) kiacc (n=4) kiaacc (n=9) | npyroe (n=3)

Poct k 34,0 33,7 35,0 66,7 0,472
BO3pACTYy, [3,6; 87,6] [9,5; 56,8] [14,1; 35,0] [41,9; 76,0]
MIEePICHTHUIIb
Macca tema 35,7 27,9 12,6 68,9 0,099
K BO3pacTy, [2,9; 37,4] [7,7; 53,6] [10,4; 40,1] | [62,6; 82,1]
TIEPIICHTUITH

[Ipumeuanue: p — kpurepuii Kpackena-Yomnuca, p>0,05, paznuuusa mexay rpyninaMu
HE 3HAYMMBI

Cocrossnue OonpHbIX B cooTBercTBuHM co [IIIIB xapakrepuszoBasioch Kak
ynosnerBoputenbHoe (Kpackena-Yommuca, p=0,203). HauGonbiiee urcio obocTpeHuit

MH(EKIMOHHO-BOCTIAJIUTENIBHOTO  Tpoliecca  ObUI0  OTMEYEHO Yy  MAlMEHTOB,
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romo3uroTHeix mo mytamusm CFTR Il xmacca — 2,0 [1,0; 3,0] snu3oma B 107, OHAKO
JaHHOE OTJIHMYHKE OT JIeTel, HecylmuX uHble kiaaccel mytanuidi CFTR, Obu1o HE 3HAYMMO
(Kpackena-Yomnuca, p=0,307). Jlerounas runeprensusi HaOmojgaizack y 5 u3z 9
romo3uroT no myrtanusaM |l knacca (kpurepuiit Guiiepa, p=0,147).

bonpmmHCcTBO fmereld 1 moArpynmbl UMETM  UHTEPMHUTTHPYIOUIUN  BHICEB
P. aeruginosa nu00 ObLIM CBOOOJHBIMH OT CHHETHOMHON WH(EKIHUH. XPOHUYECCKHIA
BbICeB P. aeruginosa mabmomancs y 2 JeTeil, TOMO3MTOTHBIX 1o myranusm |l kmacca
CFTR. Opun pebGeHOK C XPOHUYECKOW CHUHErHOWHOM WHGeEKIel paHee ObLI
uHummpoBan B. cepacia. [Ipu npoBeneHnn craTucTudeckoi 0OpabOTKH pe3yJIbTaToB
WCCIICIOBaHMsI YCTAaHOBJICHO COMOCTABUMOE pacmpezesieHue OOJNbHBIX MO Tpynmnam B

3aBUCHUMOCTH OT MUKPOOHOJIOTHMYECKOTO cTaTyca (pUCyHOK 14).

Beices B.cepacia B anamuese (p=1,000)

Hukorna He unbumupoBantsie P.aeruginosa
(p=1,000)

Bonsnele, cBoGoaHbIE OT P.aeruginosa (p=0,179)

Wurepmuttupyrommuii Beice P.aeruginosa (p=0,383)

Xponunueckas undekius P.aeruginosa (p=1,000)

I'eHoTHIBL, HECYIHE XOTs ObI 0HY MyTatmio |V kiacca (n=3)
B ['eHOTHITBI, TOMO3UTOTHBIE 10 MyTaisaM |l kmacca (n=9)
B [¢eHOTHITBI, KOMIIAYH/I-TeTePO3UTOTHBIE 110 MyTarmsM | u 1l kmacca (n=4)
B [eHOTHITBI, TOMO3HMTOTHBIC 10 MyTarmsaM | kmacca (n=3)
Pucynok 14 — Mukpobuonoruueckuii ctaTyc Aeteid 1 moarpymnsl B 3aBUCUMOCTH
ot kiacca mytaruit CFTR, abc (mpumeuanue: p — Tounbiit kputepuii Guiepa,

paznuuust He 3HaunuMbl, P>0,05)

HeszaBucumo ot kmacca myraumii CFTR, razoBeiii coctaB kpoBu pgetedt 1
NOATPYNIIBI  OTpaKall HaJlMuue [bIXaTeJbHOWM HEJOoCTaTOYHOCTH | creneHu U

XapaKTEePHU30BaJICs JICTKOU TUNokceMuen (Tadmura 9).
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Tabmauia 9

["a30BbIit cocTaB kpoBHU JeTelt 1 moarpynmsl B 3aBUCUMOCTH

ot kiacca mytaruii CFTR, Me [QL; QU]

[Toka3zarenb | kmace /1 | kmace / 11 II kmacc / 11 IV xmacc / p
Kiacc (n=3) Kiacc (n=4) kiacc (n=9) | npyroe (n=3)

0 7,417 7,415 7,413 7,429 0,924
P [7,381; 7,433] | [7,399; 7,422] | [7,406; 7,427] | [7,383; 7,445]
pCO,, 36,0 35,2 37,4 35,5 0,720
MM.PT.CT. [31,2; 39,5] [33,3; 35,9] [34,3; 39,4] [33,8; 39,9]
pOy, 63,0 74,5 64,0 70,0 0,079
MM.pT.CT. [62,0; 63,0] [70,5; 77,0] [58,0; 67,0] [65,0; 86,0]
Carypanmus, 97,0 97,0 96,0 98,0 0,928
% [95,0; 98,0] [96,0; 98,0] [96,0; 98,0] [96,0; 98,0]

[Tpumeuanue: p — kpurepuii Kpackena-Yomnnuca, p>0,05 - paznuuus MexIy rpynmnamMu

HC 3HAaYHUMBbI

IIpn anamm3e mnporokosoB Kb®I' akycThueckne KOMIIOHEHTHI

JAbIXaHHWA

COOTBCTCTBOBAJIM HOPMC BO BCCX YACTOTHBIX JdHAIIA30HAX, a4 3HAYHNMBIX OTJIMUMH B

COCTOAHUH CI)YHKI_[I/II/I BHCIIHCTO JAbIXaHUA Y I[CTGIZ C pa3jiIMYHbIMU KJIaCCaMH MYTaLII/II)'I

CFTR ne ycranosneno (tabmurna 10).

Tabmura 10

[TokazaTenu koMmbrOTEpHOU OpoHXxOpoHOTpaduu y Aeteit 1 moarpynms

B 3aBHCHMOCTH OT KiaccoB Mytanuii CFTR, Me [QL; QU]

ITokazaTens | xmacc /| | xmacc /11 IT xmacc / 11 IV knacc / p
kyace (n=3) kJjacc (n=4) kiace (n=9) | apyroe (n=3)

AP/, 8,59 21,52 13,47 9,7 0,891

MK /][ [5,55; 32,43] | [11,32;30,72] | [9,74; 41,24] |[9,14; 112,97]

APJl,, 0,115 0,034 0,076 0,123 0,550

MK /K [0,002; 0,165] | [0,021;0,046] | [0,041; 0,148] | [0,005; 0,127]

AP/l3, 4,86 1,661 1,443 1,826 0,997

MK /K [1,686; 4,86] | [1,444;2,146] | [1,002; 2,403] | [0,796; 2,461]

[Tpumeuanue: p — kputepuii Kpackena-Yommca, p>0,05 - paznuuus Mexay rpynmnamMmu

HEC 3HaYMMBbI
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MCKT nerkux He mNpoBOAUIACH TPEM JIETSAM, TOMO3UTOTHBIM 1o MyTanusim CFTR
Il xnacca, ogHomy mammeHTy ¢ reHotunoMm | kmace / Il kimacc m omHOMY peOEHKY ¢
«MATKOM» MyTaren. TakuM 00pa3oM, B JaHHOW BO3PACTHOM rpymie sl IpOBEACHUS
CTaTUCTUYECKOTO aHaiu3a Obutn JocTynHbl 14 mpotokonoB MCKT nerkux.

Haubonee wyacTeiM H3MEHEHHMEM ObUla HEPAaBHOMEPHOCTh ITHEBMATHU3ALUU
JIETOYHBIX IOJIEH, OTpakaBllas HaJIU4Yue OpPOHXOMYJIbMOHAJIBHOW 0O0CTpykiuu. OHa
BCTpeUaiach y MOJABISIIONIETO OOJBIIMHCTBA OOJIbHBIX HE3aBHUCHUMO OT TE€HOTHIA.
BpoHxo03KTa3pl ObLIM BBIABIEHBI y OJHOrO pebeHka ¢ mytauueit |V knacca. YuuteiBas
MaJOYHCIEHHOCTh HAOJMIOACHUS M OTCYTCTBHE CTAaTHCTUYECKOM 3HAYMMOCTH TPHU
0o0pabOTKEe  JaHHBIX, IIOJYYEHHbIE pE3yJbTaThl HOCWIM  IPEUMYIIECTBEHHO

oIMcaTeNbHbIN XapakTep (pucyHok 15).

JER—

Bpouxuonut (p=0,604) 8

[pm3naku mykocrasa (p=0,407) 8* 2

HepasromeprocTs mHeBMaTH3anmu (p=0,269) w 6
1

Bponxoskrassl (p=0,143) §

IMaeBModu6po3 (p=1,000) % 2

ViorHenue creHok 6ponxos (n=0,119) 8 4
0 2 4 6 8

Ienotumsl, Hecymme XoTs 651 onHy MyTarwio |V kmacca (N=2)
B [eHOTHIIBI, TOMO3UTOTHBIE 0 MyTausM |l kmacca (n=6)
B [eHOTHIIBI, KOMIIAYH/I-reTepO3UroTHbIe o MyTamusm | u Il xnacca (n=3)
B [eHOTHITBI, TOMO3HUTOTHBIE 110 MyTamusM | kimacca (n=3)

Pucynok 15 — Ilopaxxenue opranoB apixanus no ganaeiM MCKT
y aeteit 1 noarpymnmsl B 3aBUCUMOCTH OT Kitacca myTtanuit CFTR, abc

(mpuMeuaHue: p — TOUHBIH KpuTepuit Puinepa, pasnuuns He 3HaunMbI, P>0,05)
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Cpenu neredt 2 TOATPYIIIBI OCHOBHOM TPYIIIBI T€HETUYECKOE HCCIICIOBAHUE
ObUTO TMpoBeAeHO y Bcex 25 manueHToB. JIBe myrtanuu CFTR Obutn BoisiBIeHBI y 23
(92%) ob6cnenoBanHbiX, ¥ 2 (8%) uenmoBek ObLT WIASHTU(PHUIIMPOBAH TOJBKO OJWH
naToJIoTHUeckuii awienb. Kak u y OOJBHBIX JOIIKOJBRHOTO BO3pacTa, B CTapIiei
BO3PACTHOW Tpymie HauboJiee YacTo perucTpupoBanuch Mytaruu F508del wu
CFTRdele2,3(21kb). IMomumoppusm CFTR  xapakTepu3oBajcsi  aOCONIOTHBIM
peo0IaTaHAeM «TSDKEIIBIX)» MYTalldi, «MSTKas» MyTanus Oblla BBISBICHA TOJBKO B

OJIHOM ciy4ae (pucyHok 16).

= F508del
m CFTRdele2,3 (21kb)
m G542X
2184insA
R1066C
m2143delT
4015del A
= N1303K

3849+10kbC—T

Pucynok 16 — Cnektp mytarnuit CFTR y nerei#t 2 moarpynmsl, abc

B mopaBnsromieM OONBIIMHCTBE CIydyaeB TEHOTUI OOJBHBIX TMPUBOAMI K
Pa3BUTHIO TMAHKPEATUYECKON HENOCTATOYHOCTU. Yamie Bcero B JaHHOM BO3PaCTHOU
rpynmne perucTpupoBaINCh T€HOTUIBI, ToMo3urotTHeie mo myramusm CFTR II kmacca
(11 gyenoek). Heckosibko peke BCTpeHAIUCh OOJbHBIE, KOMITAYH/I-T€TEPO3UTOTHBIE 110
mytarsim [ u Il kmacca (9 gereit), y 2 denmoBek 3abojeBaHue OBLIIO OOYCIOBICHO
couerannem nByX myrtanuii [ kimacca CFTR.

Pacnipenenenne napamMeTpoB GU3NYECKOTO Pa3BUTHS JIETEH IIKOJIBHOTO BO3pacTa

B 3aBHCHMOCTH OT T'€HOTHIIA MIpe/icTaBiIeHo B Tabmuie 11.
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Tabmuma 11

duznveckoe pa3BUTUE JeTel 2 MOATPYIIIBI B 3aBUCHMOCTH

ot kiacca mytaruiit CFTR, Me [QL; QU]

[TokazaTenpb I kmacc / | kmace | I kmace /Il kmace | 11 xmace / 11 p
(n=2) (n=9) KJ1acc
(n=11)
Pocrt k Bo3pacry, 69,3 11,2 24.2 0,045
HEPIEHTHIIb [58,4; 80,2]* [6,8; 16,5]* [1,9; 36,1] *
Nunexc Maccel Tena K 25,25 7,2 29.1 0,287
BO3pacTy, MEePICHTHIIb [25,3; 46,6] [0,5; 29,7] [3,5; 69,4]

[Ipumeuanune: p — kpurepuid Kpackena-Yommmca, * - p<0,05, pazmuuus Mexmy

I'pyiimaMi 3Ha9UMbI

Kak BugHo w3 Tabmumel 11, Meauana mepueHTWISI pocTa y JAeTel, KOMOayH]-
reTepo3uroTHhIX 1mo mytanusm | u |l kinaccos, Obl1a 3HAYMMO HUXKE, YEM Yy TOMO3UTOT
no myrauusm | krnacca, U comoctaBuMa ¢ OOJIbHBIMU, HECyIIMMH JaBe mytauuu |l
KJ1iacca. B To >ke BpeMsl pocT AeTell B MOCJIEAHEN IPYIIE HE UMEN OTIMYUNA OT pocTa
JeTel, TOMO3UTOTHBIX MO MyTanusaM | kimacca. CuutaeM BO3MOMKHBIM TPEATOIOXKUTD,
YTO MOJIO0HBIN pe3yybTaT HE ObLI CBSI3aH C TEHETUUYECKUMH OCOOEHHOCTIMH OOJIbHBIX, a
B TIIEPBYIO O4YEpEeNlb SBIUICS CIEACTBUEM KOHCTUTYIHOHAIBHBIX OCOOEHHOCTEH
HaOJII0IaeMbIX JeTel: y 00ouX MalMeHTOB, MMEBIIMX JBe MyTauuu | kiacca, Ha
MOMEHT MPOBEICHUS UCCIEI0BAHUS MPOTEKAN MEPUO]T «BBITSKCHUS.

HezaBucumo ot kiacca myranuiit CFTR, knmHu4eckoe coctosiHue 00JIbHBIX OBLIO
pacuieHeHo kak cpenHei Tsbkectu (Kpackema-Yommuca, p=0,698). Kak u y nereit
JIOIIKOJILHOTO BoO3pacTa, TedyeHue MB y HabOmomaeMpIx MAalMEHTOB HE 3aBHCENIO OT
IFEHOTHUIIA U XapaKTEPU30BAIOCHh PEAKUMHU OOOCTPEHUSIMU PECIUPATOPHOIO CHUHApPOMA
(Kpackena-Yomnuca, p=0,639). Jlerounass rumepTeH3usi BCTpedanach C OJMHAKOBOMU
4acToTOM B 00enx rpynmnax (kpurepuit @umiepa, p=0,505).

Xpoundeckas uHpekius P. aeruginosa npeodiamana B 00eux rpymmnax, OJHAKO
HanOOJIBIIEE YUCIO CBOOOJHBIX OT CHHETHOMHON MH(EKIMHU I HaOII01aJI0Ch Cpean
nereit, umesimx nsa awiens |l knacca CFTR. Onun yenosek ¢ renorunoM | ximacce / 11

KJIacC M JIBOe ToMo3uroT mo mytamusMm |l kimacca B anamHe3e BbiceBanm B. cepacia.
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Onmun pebenok, mmerounmii aBa amiens |l kmacca, Hukoraa He ObUT MHGUIMPOBAH
P. aeruginosa. [Ipu cTaTUCTHYECKOM aHAIN3€ MHUKPOOUOIIOTHIECKOTO CTaTyca OObHBIX
3a mocienHue 12 MecsdleB OTMEUYEHO OTCYTCTBUE BIIMSHUS T'CHOTHIIA Ha TEYEHUE

UH(EKITMOHHOTO Tporiecca (pUcyHok 17).

2
Brices B.cepacia B anamuese (p=1,000) H

Hukorna He nHOUIMPOBaHHBIE
P.aeruginosa (p=1,000)

BonbHble, cBOOOAHBIE OT P.aeruginosa
(p=0,414)

WHTepMuTTHpYOIIHMIA BbIceB P.aeruginosa
(p=0,265)

Xpouwdeckas uHpeKIms P.aeruginosa
(p=0,820)

B [eHOTHITBI, TOMO3UTOTHBIE 110 MyTanusiM |l kmacca (n=11)
B [eHOTHIIBI, KOMITAYH/I-TeTepO3UroTHbIe Mo MyTamusm | u Il xknacca (n=9)

B ['eHOTHIIBI, TOMO3UTOTHBIE 10 MyTalusiM | kiacca (N=2)

Pucynoxk 17 — MukpoOHOIOTHYECKU CTATyC IeTel 2 MOArPYNIbl B 3aBUCUMOCTH
ot kimacca mytanuu CFTR, abc(npumedanne: p — TOUHBIN Kputepuit duriepa,

pasnuuust He 3HaunMbl, P>0,05)

Takum oOpa3oM, HEBO3MOXKHO YTBEP)KIaTh, UYTO OMpPEICICHHBIE MOIUMOPQHBIC
reHotunbl CFTR cmocoOCTBOBaNMM Pa3BUTUIO XPOHWYECKOW CHHETHOWHOW WHOEKIUU
ambo ¢ Oousbllied  BEPOSITHOCTBIO  OOecmeuMBaid  yCHEX  APaJuKAIMOHHON
aHTHOaKkTepuaibHOM Tepanuu. K cokaneHuio, NPUBEIACHHbIC YTBEPKACHUS HEIb3s
CUMUTATh a0CONIOTHHIMU BBUY HEOOJBIIOIO KOJIMUECTBA HAOIIOJCHU, BKIIOUEHHBIX B

HCCIIEOBAHHUE .
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HezaBucumo ot kmaccoB mytammit CFTR, ra3oBelii cocTaB KpoBU OOJBHBIX

XapaKTEepU30BAJICS  HE3HAYMTEIIBHOM  TMIOKCEMHUEM UM HOPMOKAIHUEH,  4YTO
COOTBETCTBOBAJIO JBIXaTEJILHOM HEIOCTaTOYHOCTH | crenenu (Tabnmma 12).
Taomuma 12
["a30BBIl cOCTaB KPOBH JeTel, OOJbHBIX MyKOBHUCITU030M (2 MOArpYyIINa),
B 3aBHCHMOCTH OT Kiacca myTtanuu CFTR, Me [QL; QU]
[Toka3zarenb I xmace / | kmace | I kmacc /Il kmace | 1l kimacce / 11 kimacc p
(n=2) (n=9) (n=11)
pH 7,393 7,376 7,392 0,219
[7,390; 7,396] [7,370; 7,383] [7,372; 7,425]
pCO,, 40,0 39,7 38,7 0,203
MM.PT.CT. [39,6; 40,4] [38,6; 40,6] [36,2; 38,7]
pO,, MM.pT.CT. 66,0 71,0 68,0 0,779
[58,0; 74,0] [66,0; 74,0] [66,0; 76,0]
Carypanus, % 96,5 97,0 99,0 0,806
[96,0; 97,0] [96,0; 98,0] [95,0; 99,0]

[Ipumeuanue: p — kpurepuit Kpackena-¥Yomnmuca, p>0,05, paznuuus Mexay rpymnmnamMu

HC 3HAaYMMBbI

IIpu nposenenun cnupomerpun 1 Kb®@I' HE ycTaHOBIIEHO 3HAYUMBIX OTJIWYWN B
noka3aTessix (PyHKIMK BHEIIHEro JbIXaHUs y JAeTel ¢ pa3IMYHbIMU KJIacCaMU MYyTallui
CFTR (tabmuma 13, 14).

[To pe3ynpTaTam CHUPOMETPUM OTMEUYEHO, YTO (DYHKIUS BHEIIHErO AbIXaHUS Y
JIeTel MPOTPECCUBHO YXYIIajach MO0 MEPEe HapacTaHUsl TSHKECTH TUCHYHKIMH Oenka
CFTR: Hammyummime mokasareayd OTMEYAIUCh Y OONBbHBIX, TOMO3UTOTHBIX 10 MYTallUsiIM
Il x;macca, a HanOobIIAs TSHKECTh BEHTHIISIIIMOHHOM HEJOCTAaTOYHOCTH ObllIa OTMEYEHA
y JleTed, TOMO3UTOTHBIX 10 MyTanusM | kiacca. OgHako BBISIBJICHHBIE pa3inuus ObLIN
HE 3HAYMMBbI, BEPOSITHEE BCETO, 32 CYET HEOOJBIIOr0 KOJINYECTBA HAOTIOACHU.

I[Io pannpiM KB®I' ormeueno mnoseimieHne APJl; BO Bcex rpymnmax Kak
OTpaX€HUE OOCTPYKIMM BEPXHUX JbIXaTEJIbHbIX  IyTEH.

Ilpu nposenenuu

CTAaTUCTUYCCKOTO aHaJIM3a 3HAUMMbIX OTIWYHU M MCXKY I'pylIiaMu1 HC BbISIBJICHO.
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Tabmuma 13

[Toxazarenu ciupoMeTpHH y ieTel 2 MOATPYIIIbI

B 3aBHCHMOCTH OT Kiacca myTanuii CFTR, Me [QL; QU]

[Toxazatens | [ xmacc /| xkmace I kmacc / Il xmace | I ximace / 11 kmacc p
(n=2) (n=9) (n=11)

KEJL % 62,5 [41,0; 84,0] 73,0 [65,0; 87,0] | 88,0[62,0; 103,0] 0,398

DXKEJIL, % 63,0 [63,0; 87,0] 70,0 [58,0; 78,01 | 81,0 [55,0; 88,0] 0,645

ODBy, % 68,0 [40,0; 96,0] 72,0 [59,0; 80,01 | 78,0 [54,0; 95,0] 0,883

I1CB, % 70,0 [45,0; 95,0] | 80,0[73,0;100,0] | 96,0[76,0;115,0] 0,573

[Ipumeuanue: p - kpurepuii Kpackena-¥Yomnmuca, p>0,05, paznmuuus Mexay rpynmnamu

HC 3HAaYMUMBbI

Tabauna 14

[TokazaTenu KOMIbIOTEPHOU OpoHXOPOHOTpaPUM Y AeTel 2 MOATPYIIIHI

B 3aBHCHMOCTH OT Kiacca myTanuii CFTR, Me [QL; QU]

[Toka3zarenb I knmace / | kiace I xnace / Il knmace | II knmacc / II knace p
(n=2) (n=9) (n=11)

AP/, 100,58 118,72 105,92 0,782
MK /K [97,44; 103,72] [83,26; 121,01] [63,49; 119,43]

AP, 0,129 0,119 0,169 0,905
MK J[x [0,089; 0,168] [0,066; 0,297] [0,041; 0,292]

AP/l 1,447 2,731 2,479 0,463
MK J[x [0,296; 2,597] [1,667; 3,347] [0,866; 3,079]

[Ipumeuanue: p - kpurepuii Kpackena-Yomuca, p>0,05, paznuuns Mexay rpynnaMmu

HC 3HAaYMMBbI

Ha ¢one nporpenueHTHOro TeueHus 3a0o0jieBaHUA y JeTel crapiie 6 JieT mpu
npoBeaeHnd MCKT nerkux BbISIBICHbI MHOTOYHCIICHHBIE MPHU3HAKU MOPAXKEHUS
opraHoB nbixanus. HezaBucumo ot knacca mytauuii CFTR, y G0JIbHBIX ¢ OAMHAKOBOMN
YacTOTOM HAOJIIOMAMCh TPU3HAKK dM(PHU3EMbI JIETKUX, YIUIOTHEHUS CTEHOK OpOHXOB,
NepuOPOHXHUATIBHON  MH(UIBTPALIHH,

OpoHxuonUTa, MHEBMO(GUOpPO3a BCIIEICTBUE

XPOHHUYCCKOI'O BOCITIAJIUTCIBHOI'O Inponccca. v 3HAa4YUTCIBHOTI'O KOJIM4YCCTBA

oOcCJieIOBaHHBIX JIeTel OOHAPYKUBAIUCH OpPOHX03KTa3bl (pucyHOK 18). OTMedeHo, uTo

OOJbHBIE, KOMIAyH-reTepo3urotTHeie mo myrauusm [ m Il knacca, 3HauMmo yarie



92
dbopmupoBaTu OPOHXO0IKTa3bl B CPABHEHHUH C JETHMHU, TOMO3UTOTHBIMU TI0 MyTanusm 1
KJIacca, OTHOCHUTEJIbHBIM PUCK Pa3BUTHUS OPOHXOAKTA30B MPU TE€HOTHUIE, KOMMIAyH]-
retepo3urotrHoMm no myrtamusaM I u Il knmacca, cocrabun 1,833 [1,07; 3,14]. IlogoOHbIi
pe3ynpTaT 00bsAcHUM OonbiiuM yruereHueM ¢Qynkuuu Oenxka CFTR y OGonbpHBIX,
KOMIMAayH/I-TeTepOo3UroTHbix mo wyrtamusM [ wu Il kmaccoB, B CcpaBHEHUH C

KOMOMHAIMsAMM ajuienei, oTHocsuxcs ko 1l kmaccey.

Bponxuonut (p=0,505)
[Ipu3naku mykocrasa (p=0,827)

HepaBromeprocTs nHeBMaTI3anuu (p=0,449)

Bponxoskrassr (p=0,042)*

ITaeBMOp1OpO3 (p=0,156)

Omduzema (p=1,000)

B [eHOTHIIBI, FTOMO3UTOTHBIE 10 MyTaiusM |l knacca (n=11)
B [eHOTHIIBI, KOMITAYH/I-Te€TEPO3UToTHBIE o MyTamusm | u |1 xkacca (n=9)

B [eHOTHIIBI, TOMO3HUTOTHBIC TT0 MyTalwsiM | kimacca (N=2)

Pucynok 18 — ITopaxxenue opranoB Japixanust mo AaHaeiMm MCKT
y IeTei 2 OArPYIIEI B 3aBUCUMOCTH OT Kjacca mytamuii CFTR, ab¢

(mpumeuanwue: * - p — TouHbIN KpuTepuit Oumnepa, pazmuaust 3Ha4uMbI, P<0,05)

Takum oOpa3om, He ycTaHOBICHO BiMsHHS Kimacca MyTtarmuun CFTR Ha
(GYHKIIMOHAJIBPHOE COCTOSIHUE OpPraHOB JbIXaHus y jAered 2 moiarpynnsl. OpHako y
NAlMEHTOB, KOMINAyHJ-TeTepo3uroTHbix mo MmyrauusMm | u 1l kmaccos, B 1,833 pasa
NOBBIIIEH PUCK (OPMHUPOBAHUS OPOHXOIKTA30B B CPAaBHEHMM C TOMO3UIOTaMH [0
myTtausaM |l knacca. CrenyeTr npeanonoxuTh, 4To B JAIBHEUIIIEM 3TO MOKET IPUBECTH
K XYIIIMM TOKa3aTeNsiM JIETOYHON (DYHKIIMU y JTaHHOMW TpYMIbl €Tl 3a cuer Oojee

WHTEHCUBHOI'O HapacTaHUs SIBJIEHUN OPOHXOO0OCTPYKIIHH.
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4.2 Brnusaue mona nerei, 00JbHBIX MYKOBHUCITHIO30M,

Ha KJII/IHI/IKO-CI)YHKHI/IOH&HLHOC COCTOSHHNEC OPraHOB AbIXaHUS

JIJist yTOUHEHHUs BO3MOXHBIX T'€HJEPHBIX PA3IMYUi B TEUEHUU OPOHXOJIETOYHOIO
nporlecca npu  MB  Oblla  TpoBeNeHA  CpaBHUTENbHAS  OIEHKA  KIWHUKO-
(GYHKIHMOHATIBHOTO COCTOSTHUS JAETE B 3aBUCUMOCTH OT MOJIa.

Cpenu nereil JOLIKOJIBHOTO BO3pacTa OTMEUEHO HE3HAUMTENIbHOE NpeodiaiaHnne
neBouek — 13 (56,5%). ChopmupoBaHHbIE N0 TEHAEPHOMY MNPU3HAKY TPYIIbI ObLIN
COIIOCTaBUMBI MEXAY COOOM IO BO3pacTy, KOTOPbIN COCTaBUN y aAeBovek 2,9+1,6 ner, y
MalibuukoB 2,3+1,6 set (t-kputepuii 4151 HE3aBUCUMBIX BBIOOpPOK, p=0,434).

Knunuueckoe cocTosiHue A€BOYEK Ha MOMEHT MPOBEAEHUsI 00CIeA0BaHUs OBLIO
PacIieHeHO KakK YAOBJIETBOPUTENBbHOE, Y MalbuuKOB UTOroBbii Oaymn mo B 6bin
BBIIIE U COOTBETCTBOBAJI XOPOUIEMY KIIMHUYECKOMY COCTOSIHMIO. OTMEUEHA TEHACHIIMS
K OoJiee TsKEIOMY TEUEHHIO 3a00JIeBaHUs y JIMIl KEHCKoro mnoja (ManHa-YuTHH,
p=0,089).

®dusnyeckoe pa3BUTHE MaJbYMKOB W JIEBOYEK OBLIO COMOCTaBUMBIM. B o6enx
rpynmnax MeJuaHbl MEePLEeHTUIIeH pocTa U Macchl Teja COOTBETCTBOBAIM HOPMaJbHBIM

3HauYeHUsIM (Tadnuna 15).

Tabnuua 15
dusnueckoe pa3Buthe Aeted 1 moarpymnmsl B 3aBucumoctH ot nosia, Me [QL; QU]
ITokazaTenb Manpunku, Nn=10 JeBouku, N=13 p
PocT k Bo3pacry, 47,2 [4,1; 66,7] 34,0[14,1;59,2] | 0,642
NEPICHTUITH
Macca Tena K BO3pacry, 23,1 [5,5; 62,6] 16,5 [10,7; 40,1] | 0,975
NEPICHTUITH

[Ipumeuanue: p — kputepui ManHa-YutHu, p>0,05, paznmuuus mMexay rpynnaMd He

3Ha4YM1MBI
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B teuenune roga manpuuku nepeHocwin B cpeanem 1,5 [1,0; 2,0] snuzona
0o0OCTpeHHs] OCHOBHOTO 3a0o0JieBaHHA, Yy JEBOUYEK 000CTpeHHe WH(PEKIIMOHHO-
BOCHAJIUTEIBHOTO MPOoIIecca CIydalioch Heckoabko vamie — 2,0 [1,0; 3,0] snu3ona B roa
(Manna-Yutan, p=0,526). Ha aToM (oHe nerouynasi TurepTeH3ust perucTpupoBatach ¢
OJIMHAKOBOM 4acTOTOM B 00eux rpynmax (kputepuit durmepa, p=0,074).

He mnonyyeHO AaHHBIX, CBUAETEIBCTBYIOIIMX O MPEAPACIIOI0KEHHOCTH IETEr
OTIPEJICTICHHOTO TOjla K paHHEMY Pa3BUTHIO XPOHHYECKOW CHHETHOWHOW WH(EKIINH
(Manna-Yurau, p=0,877). He ycTaHOBIE€HO 3HAYMMBIX T€HJIEPHBIX OTINYMI B TEUCHUE

UH(EKIIHOHHOTO Mpolecca y AeTel JOUIKOJIBHOTO Bo3pacTa (pucyHokK 19).

Beicer B.cepacia B anamuese (p=1,000)

Huxorna He nndumpoBanHbie 2

P.aeruginosa (p=0,341) b e s

BonbHbie, cBOOOAHBIE OT P.aeruginosa 6
(p=0.379) R 2
NHTtepMuTTHpYIOIIHIA BEICEB P.aeruginosa 3
(p-0.650) I
Xpouudeckas uH(peKIwms P.aeruginosa 2
(p=0,486) 0

0 1 2 3 4 5 6 7

Hesouku (N=13) ™ Manpuuku (n=10)

Pucynoxk 19 — MukpoOuonoruyeckuii ctatyc nerei 1 moarpynisl
B 3aBUCMMOCTH OT T10JIa, a0C (MpuMeyaHue: p - TouHbIi kKputepuit duiiepa,

paznuuust He 3HaunuMbl, P>0,05)

[Ipu ananm3e ra3oBOrO COCTaBa KPOBH Yy JIeTel 0OOMX IOJIOB BBISBJICHBI JIETKAs
TUIIOKCEMUSI, HOPMOKAIIHUSI, HOpMayibHble BeauuumHbl pH. OTMmedeHa TeHAECHLIMS K

HeKoTopoMy noBbiieHUI0 pCO, B KaMMIUIIPHOUM KpOBH JieBoYeK (Tabmuiia 16).
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Tabmuma 16

["a30BHIif cocTaB KpoBu jaereit 1 moAarpynmsl B 3aBucuMocTH oT mona, Me [QL; QU]

IToka3aTens Manbuuku, N=10 JeBouku, N=13 p

pH 7,416 [7,406; 7,429] 7,413 [7,394; 7,430] 0,733
pCO,, MM.pT.CT. 34,9 [31,9; 36,0] 37,6 [34,7; 39,8] 0,063
pO,, MM.pT.CT. 65,5 [63,0; 70,0] 63,0 [60,0; 74,0] 0,780
Carypamus, % 98,0 [96,0; 98,0] 97,0 [96,0; 98,0] 0,562

[Ipumeuanue: p - kpurepuit ManHa-YutHu, p>0,05, pazauuus MexXay rpynmnamyd He

3Ha4YUMBbI

Pesynbratel Kb®I' cOOTBETCTBOBAIIM HOPME BO BCEX YACTOTHBIX AWAIla30HaxX.
3HaUMMBIX PA3IMYUd B BEJIMYMHAX AKYCTHUYECKUX KOMIIOHEHTOB PAOOTHI IBIXaHUS Yy

MaJIbYMKOB U JICBOYEK HE ObLIO MoTy4deHo (Tabmumma 17).

Tabnuua 17
[TokazaTenu koMnbrOTEpHOU OpoHXOpOoHOrpaduu y aeteit 1 moarpynms

B 3aBucuMocTH ot nosia, Me [QL; QU]

ITokazaTenb Manpunku, Nn=10 JleBouku, N=13 p

APJl;, MxJx 9,44 [5,55; 20,41] 22,63 [11,74; 38,80] 0,204
APJl,, MxJIx 0,062 [0,041; 0,123] 0,110 [0,026; 0,165] 0,495
APJl3, MxJIx 1,475 [0,948; 1,826] 1,732 [1,002; 1,732] 0,369

[Ipumeuanue: p - kputepuilt Manna-YutHu, p>0,05, pazauuus Mexay rpynmnamyd He

3Ha4YMUMBbI

Ha MCKT nerkux HauOoiiee 4acCTO PErHMCTPUPOBAIMCH HAdaJbHbIE MPU3HAKU
OpOHXOMYJIbMOHAJIBHOW OOCTPYKIIMM B BHJI€ HEPAaBHOMEPHOW IHEBMAaTU3AINH,
CYUIECTBEHHO peXe HaOII0AaTUCh KOCBEHHBIE TMpPU3HAKKM OpOHXUTA, TaKHe Kak
VIUIOTHEHUE CTEHOK OpPOHXOB, MYKOCTa3, SIBJIEHHS NMHEBMO(UOpO3a U OpOHXHOIUTA.
W3meHenus damie HaOMONaINCh y JEBOYEK, OJHAKO JaHHbIE OTJIMYUS OBbUTM HE
3HaYUMBbI, BEPOSITHEE BCETO, 32 CUET Majoro 4ucia HaOMIOJCHWA B KaXKIOW TpyIie

(pucynoxk 20).
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Bpouxuomnur (p=0,515) |
[Tpuznaku mykocraza (p=1,000) o1
YmtotHeHue cTeHOK OpouxoB (p=0,333) o

Bponxoskrassl (p=0,353) 1

HepaBHOoMepHOCTh THEBMATHU3ALIUU 10

(p=0,517) * 4
3
3

IMaesmopuopo3 (p=0,600)

Ommsema (p=1,000) [ o 1

o
N
I
o
[o0)

10 12

Jesoukn, N=11 ™ Manpuuku, N=6

Pucynok 20 — IlopaxxeHnue opranoB nbixanus 1o ganaeiMm MCKT y nereit
1 moarpymsl B 3aBUCUMOCTH OT 110J1a, a0C (MpUMEYaHHe: p - TOUHbIA KPUTEPHIA

dumepa, paszanuus He 3Ha4uMbI, P>0,05)

Takum oOpa3zoM, y neTell JOIIKOJBbHOIO BO3pacTa HE YCTAHOBJIEHO 3HAYMMBIX
TeHJICPHBIX DPa3IMYuil B KIMHUKO-(YHKIMOHAJbHOM COCTOSSHUM OpPraHOB JbIXaHUS,
OJIHAKO OTMEYEHA TEHACHIUS K Oojee TKEeIOMYy TEYEHHUIO 3a00JIeBaHUSl Y JIMII
YKEHCKOTO I10J1a.

Cpenu nereil LIKOJIBHOTO M MOAPOCTKOBOIO BO3pacTa OTMEYEHO HE3HAYMTEIbHOE
npeobnaganre ManbuyukoB — 13 (52%). CdhopmupoBaHHBIE MO TMOJOBOMY IPU3HAKY
rpynnbl ObUIM COMOCTAaBUMBI MEXIYy cO0OMl MO BO3pacTy, KOTOPbIH Yy MajlbUHMKOB
coctraBui 11,9+4,1 ner, y neBouek 11,4+3,3 net (t-kpurepuil 1151 HE3aBUCUMBIX TPYMII,
p=0,751).

Knuanueckoe cocTosiHME neTel o0oux Tpynm OBLIO PACICHEHO KaK CpeaHei
CTEMEHU TSXKECTHU, OJIHAKO MeauaHa urtoroBoro Oamna mo b y neBodek Oblia
3HaYUMO HIDKE M MPHUOIIKANAch K 3HAUCHUSM, OTPAXKAIOUIUM TSKEJIO€ KIMHUYECKOE

coctostaue (p=0,001).
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CocTosiHME TUTaHUs M POCT JEBOYEK ObUIM HHUXKE CpeAaHero, (Qumueckoe
pa3BUTHE MaNbUYUKOB ObLIO myuine — nepueHtwin MMT u pocta Haxonuianch B

npejenax HopMajabHbBIX 3HaueHHM (Tabauma 18).

Taomuma 18
dusznueckoe pa3BUTHE eTel 2 MOArPYIIIIbI B 3aBUCHMOCTH OT 1oja, Me [QL; QU]
IToka3zarenn Manpunku, N=13 JleBoukm, N=12 p
PocT k Bo3pacry, 23,0 [8,8; 29,5] 13,9 [2,9; 34,9] 0,683
NEPIICHTUITH
HNHnekc Maccsl Tela K 29,1 [6,2; 44,9] 11,0 [2,3; 30,9] 0,174
BO3PACTY, MEPIEHTUIIb

[Ipumeuanue: p — kputepuii Manna-YutHu, p>0,05, paznuuus mMexAy rpynnaMd He

3Ha4YUMBI

O0ocTpeHusi pecnupaTopHOro CHHApPOMA 3HAYMMO 4Yalle OTMEYaJIUCh y JIWIL
JKEHCKOT0 T0J1a, Y KOTOPBIX B TOJI peructpuponanock 10 3,0 [1,5; 3,5] anu30/10B IpoTUB
1,0 [1,0; 2,0] y nun myxckoro nosna (Manua-Yutau, p=0,02). He uckitodeno, 4to
0oJiee yacThle SMU30JbI 00OCTPEHUS XPOHUYECKOTO HH(EKIMOHHO-BOCHTAIUTEIHLHOTO
mporecca y JeBOYEK CIIOCOOCTBOBAIM YCYTYOJIEHUIO HEIOCTATOYHOCTH TuTanus. C
JIPYTOW CTOPOHBI, HU3KUW HYTPUTUBHBIN CTaTyC CHHUXKAJl PE3UCTEHTHOCTh OpraHu3Ma K
nHpexunu. HezaBucuMo OT moJia, JierouHasi TUIEPTEH3Us BCTpeyaiach y OOJIbIIMHCTBA
neTel crapiuei Bo3pacTHoM rpymnsl (Kputepuid @umepa, p=0,688).

[Ipu mpoBeneHnr MHUKPOOUOJIOTHYECKOTO MOHUTOPHMHIAa HE YCTaHOBJICHA
0oJIbIlIasi BOCIPUUMYHUBOCTH JE€BOYEK K MHPEKIIMOHHBIM areHTaM. Bo3pact nepBuYHOTO
BbiceBa P. aeruginosa Obu1 comoctaBuM (Manna-Yutau, p=0,525), XpOHHYECKOE
MHOUIIMPOBAHNE CHHETHOWHOMN MajJI0YKOi OTMEYAJIOCh C OJIMHAKOBOM YaCTOTON y 00enx
noJioB. ToJIbKO y IEBOYEK B aHAMHE3¢ OTMevaics pocT B. cepacia u3 MOKpOTHI, HO MPH
CTaTUCTHUYECKOW 00paboTKe pe3yJbTaTOB BBIABJICHHBIC OTIMYUS ObUIM HE 3HAYUMBI

(pucynok 21).



Brices B.cepacia B anamuese (p=0,096)

Hukorma He unbuimpoBantsie P.aeruginosa
(p=1,000)

Bonwhele, cBoboaubIe oT P.aeruginosa (p=0,378)

Wurepmuttupyroiuii Beices P.aeruginosa
(p=1,000)

3
0
0
1
2
2
3
XpoHndeckass HHPEKITUSI P.aeruginosa (p:0,1 15) m 4

Heouku (N=12) ™ Mapuuku (N=13)

Pucynok 21 — MUKpOOHOTIOTHYECKH CTATyC AETeH 2 MOATPYIIIbI
B 3aBHCHMOCTH OT 10J1a, a0C (IpuMeydaHue: p - TOUHbI KpuTepuil duiepa,

paznuuuns He 3HauuMebl, P>0,05)

['a30BbI COCTAaB KPOBHU OTpaKajl HAJIWYME IbIXATEIIbHOW HENOCTATOYHOCTH |
CTEMEHU W HEe MMeJ reHJepHbix oTinunil. Kak u y gereit mmasiiero Bo3pacta, ObUIH
3apETUCTPUPOBAHBI JIETKASI TUIOKCEMHSI, HOPMOKAITHUSA, HOPMAJIbHbICE BEJIWYMHBI pH

(Tabnuia 19).

Tabnuma 19
["a30BHIif cocTaB KPOBU JieTel 2 MOATrpyIIbl B 3aBUCUMOCTH OT monia, Me [QL; QU]
IToxazarenn Manpunkn, N=13 JeBouku, N=12 p
pH 7,377 [7,366; 7,398] 7,388 [7,373; 7,402] 0,605
pCO,, MM.pT.CT. 39,0 [36,2; 39,9] 38,8 [37,2; 40,3] 0,913
pO,, MM.pT.CT. 70,0 [66,0; 76,0] 67,0 [60,5; 72,5] 0,181
Catypauus, % 97,0 [96,0; 99,0] 96,0 [95,0; 98,0] 0,176

[Ipumeuanue: p — kpurepuit Manna-Yutau, p>0,05, paznuuus Mexmy rpynnamu He

3Ha4YM1MBI

[Ipu npoBeieHnN CIUPOMETPUN BEHTHIIAIIMOHHBIE HAPYIIEHUS! OBLITH OTMEUEHBI Y

neTell 0o0oMX TMOJIOB, Oojiee BBIPAKEHHBIE y JAeBOYeK. Pe3ynbTaThl oOcieaoBaHUs
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MaJbUMKOB OTPaXKaJld HaJUuMe JEeTKUX OOCTPYKTUBHBIX HAapyIIECHUH, Yy JEBOYEK
3apEerucTpUpoOBaHa  KOMOMHHMpPOBAaHHAs  BEHTWISIUMOHHAs  HEJOCTaTOYHOCTh  C
npeobsiajaHieM OOCTPYKLMU CpEeIHEH CTENeHU TSHKECTU. YCTaHOBJIEHA 3HAYUMO
mensbinast JKEJI B rpynne neBouek, pazuuna meauadn O®B; u ©XKEJI Obuta Ha mopore

3HAYMMOCTH (Tabsuia 20).

Ta6muma 20
[TokazaTenu CIUPOMETPHH Y ACTCH 2 TTOATPYIIITHI
B 3aBucuMocTH ot nosia, Me [QL; QU]
IToxa3zarenn Manpunku, N=13 JleBouku, N=12 p
KEJL % 84,0 [74,0; 103,0] 60,5 [56,0; 87,5] 0,034*
OXEJI, % 80,0 [63,0; 87,0] 87,0 [42,5; 80,5] 0,053
ODB4, % 76,0 [64,0; 95,0] 56,5 [45,0; 84,0] 0,073
I1CB, % 83,0 [73,0; 96,0] 82,0[70,5; 113,5] 0,870

[Ipumeuanue: p — xkputepuit Manna-Yuthu, * p<0,05, paznuuus Mexay Tpynnamu

3Ha4YUMBI

[To manubpiMm KBOI' ypoBenbr APJl; y neBouek oTpaxkan HaJIUdue OOCTPYKIIMH
BEPXHUX JbIXaTeNbHBIX IyTed. (CO CTOPOHBI HWKHHUX JbIXATEJNbHBIX IIyTEH
3aperucTpupoBaHo mnoBbiliecHue APJ[, y manpuukoB, y naeBouek Mmeauana AP]l,
COOTBETCTBOBaJIa HOPME, HECMOTPsl Ha Haluuue OoJiee BBIPAXKEHHON OOCTPYKIUU IO
naHHbIM criupoMerpun. APJl; Haxoawics B mpenenax HOPMBI Uy MaJIbUYHMKOB, U Y

neBouek. [lomydeHHble pe3ynbTaThl HE UMENH 3HAYUMbBIX OTIWYMi (Tabmuia 21).

Tabnuua 21
[TokazaTenu koMmIbIOTEpHOM OpOoHXOPOHOTpAPUH Y JETEH 2 MOATPYTIIIBI

B 3aBHCHMOCTH OT mosa, Me [QL; QU]

Iloka3zarenp Manpunku, N=13 JeBouku, N=12 p

APJ1;, mx/Ix 97,44 [77,80; 121,01] 115,33 [104,82; 124,70] 0,463
APJ1,, mx/Ix 0,265 [0,073; 0,294] 0,169 [0,084; 0,290] 0,913
AP/13, Mmx/Ix 2,731 [0,866; 3,347] 2,432 [1,959; 2,432] 0,935

[Tpumeuanue: p — kpurepuit Manna-Yutau, p>0,05, paznuuus Mexmy rpynnamu He

3Ha4YM1MBI




100

Bbonee Tspkenmoe CTpyKTypHOE MOpaKeHUE OPTaHOB ABIXaHUS TUATHOCTUPOBAHO Y
JeBOYeK. Y HuX 3HauuMo 4aine Ha cHUMKax MCKT BBISBISUTHCH MIPU3HAKU dMPU3EMbI
1 mHeBMOGUOpo3a. YKa3aHHbIE H3MEHEHUS CHUKAIH 3JaCTHYHOCTD JICTOYHON TKaHU U
CrIoco0CTBOBaIM (POPMHUPOBAHUIO PECTPUKTHUBHBIX HAPYIICHUH, UYTO pean30BajoCh
6onee Hu3kuM 3HadeHneM JKEJI B cpaBHeHMH ¢ Mambumkamu. [lomumo 3TOTO, y JIHIT
JKEHCKOTO TOjla 3HAYWMO 4arle OOHapyKUBAIUCh OpPOHXODKTa3hl M KOCBCHHBIE
NpU3HAKKH OPOHXMOJIUTA, YTO MOTJIO CBHJIETEIHCTBOBATH O OOJBIICH MHTEHCHBHOCTH
XPOHUYECKOTO BOCHAIMTENIBHOTO Tpoliecca (Tabnuia 22). Meauana Bo3pacTta AEBOYEK
MPUXOAMIACH Ha TIPEyOepTaTHBINA MEPHUO/, YTO MO3BOJISIIO MPEIIOIOKUTH HETaTHBHOE

BJIMAHHC JKCHCKHUX ITOJIOBBIX TOPMOHOB HA COCTOSAHUC OPIraHOB JIbIXaHUA ITPH MB.

Tabmuma 22
[Topaxkenue opranoB asixanus 1o nanabiM MCKT y nereit 2 moarpynisl

B 3aBucuMocTH ot nosa, Me [QL; QU]

[Toka3zarenp Manpuuku, | JleBoUkwH, p OP [95% U]
n=13 n=12

DMpuszema, abc 9 0,005* | 4,875[1,31;18,17]

[THeBMO(HOPO3, a0C 12 0,039* | 1,625 [1,06; 2,49]

BpoHx03KTa3bl, adC 12 0,005* 2,167 [1,21; 3,89]

W

[Tpuznaku mykocrtasa, abc 7 0,111

bponxuonut, adce 3 10 0,005* | 3,611 [1,29; 10,06]

[Tpumeuanue: p — TouHbll Kputepuit Oumepa, * p<0,05, pasnuuus MEeXIy TpyHIamMu

3Ha4YUMBbI

ITo pe3ynbpTaTaM HCCIIEIOBAHUS YCTAHOBJIEHO, YTO Y JeBoUeK crapiue 6 jset MB
uMen 0oJiee TAKEN0e TeYEHUE PECTUPATOPHOTO CUHAPOMA B CPABHEHHUH C MalbUUKaMHU.
Onu3oAsl 000CTpEHUH OTMEuaauCh 3HAYMMO daile, (YHKIHMOHAIBHOE COCTOSIHHUE
OpraHOB JBIXaHUS XapaKTEepPU30BaJoCh OoJblel crenenpio cHwkeHus JKEJI, mpu
CONOCTaBUMBIX ¢ ManburKkaMu pe3ynbTaTax Kb®I' B BBICOKOYACTOTHOM YacTH CHEKTPA.
KeHckuit mMoa B MIKOJIBHOM M MOAPOCTKOBOM Bo3pacte moBeiman OP dopmupoBanus

M(U3EMBI JIETKUX, THEBMOGUOPO3a, OPOHX0IKTA30B U OPOHXHOIUTA. Y AeTei 10 6 JeT
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HC YCTAHOBJICHO 3HAYMMOI'O BJIMAHHA I10JIa OOJBLHBIX Ha KHHHHKO-(bYHKHHOHaHBHOG

COCTOAHHNC OPraHOB AbIXaHUA.

4.3 Biusgarie MUKpO(IIOPHI AbIXaTENbHBIX MyTeH JeTel, O0IBHBIX MYKOBUCIIUI030M,

Ha KJII/IHI/IKO-CI)YHKHI/IOHEUILHOC COCTOSHHNEC OPraHOB AbIXaHUS

Bnusiaue xponumdeckorn wuHbpekiuu P. aeruginosa u B.cepacia Ha TedeHue
pecniupaTopHoro cuHapoma npu MB xopomo wu3ydyeHo. B HacTosmumid MOMEHT
aKTyaJIbHOW 3a/iauei SIBIIAETCS OINMMCAHUE aKyCTUYECKHX XapaKTEPUCTUK JBIXaHUS IO
nanaeiM KB®I' y gerteil ¢ pa3iauyHbIM MHUKPOOMOJIOTMYECKHM CTaTyCOM, BBHIY
OTCYTCTBHSI JAaHHBIX TI0 ATON TIpodiemMe.

[Ipu ananuze MHUKPOOMOJIOTMYECKOTO CTaTyca IMalMeHTOB OTMEUYEHO, YTO B
TedeHne 12 MecsieB, MPEaIIeCTBYIONINX MPOBEACHUIO HCCIICIOBAHMS, XPOHUYECKAs
KOJIOHM3AIMsl JbIXaTeNbHBIX TyTei P. aeruginosa ycranoBinena y 2 (8,7%) mereit 1
MOATPYIINBI OCHOBHOM Tpynmbl, pocT P.aeruginosa menee dem B 50% o00pasion
MOKpOTHI Obu1 3adukcupoBan y 7 (30,4%) nereil. UyTh Oouiblile TpeTH ManUEHTOB (8
yenoBek, 34,8%) nMenu cratyc O0JbHBIX, CBOOOAHBIX OT P. aeruginosa, a mpakTH4YeCKU
KKl 4eTBepThli pebeHok (6 uyenoBek, 26,1%) Hukorga He Obul MH(GUUHUPOBAH
CUHETHOMHOM Nano4yko# (pucyHok 22).

[lo nanHbIM aHaMHe3a, TEPBBIM BbICEB P. aeruginosa B MaHHOW MOATPYIIE
orMeyaiics B Bo3pacte 0,5 [0,5; 0,75] net, k 1,1 [1,0; 1,8] rogy undexuus P. aeruginosa
npuHUMaa XpoHudeckuid xapakrep. Kak Obuto ormeueno Boie, y 8 (34,8%) aeteit Ha
¢boHE aKTUBHO MPOBOJUMON aHTHOAKTEPUATHHOM TEpanuu yAaloch JOCTUYhL CTaTyca
CBOOOJHBIX OT P. aeruginosa nui: mociieqHee BbIACICHUE MaTOreHa U3 MOKPOTHI ObLIO
3adukcupoBano 1,79 [1,0; 2,04] ner nazan. Tomsko y 1 (4,3%) peGenka B aHamHE3e

(0,75 net nazan) 6611 pocT B. cepacia.
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2; 9% B XpoHuyeckas MHOEKIHs
P.aeruginosa

B JTHTepMUTTUPYIOLLUI1 BBICEB

7,30% P.aeruginosa

¥ BoJibHBIE, CBOOOIHBIE OT
P.aeruginosa

¥ Hukorja He nHGUIMPOBaHHBIE
P.aeruginosa

Pucynox 22 — MukpoOuonorudyeckuit ctatyc aereit 1 moarpynmsi, ade; %

OTmedeHa TEHACHIMS K YXYALIEHUIO KIMHUYECKOTO COCTOSIHUS JIeTed B
3aBUCHUMOCTH OT HMX MHKpoOuosorudeckoro craryca (Kpackema-Yommuca, p=0,083).
CocTosiHue JeTel, HUKOTIa He HH(PUIMPOBAHHBIX U CBOOOAHBIX OT P. aeruginosa, osu1o
XOpOILIUM, OOJbHBIE ¢ MHTEPMUTTHUPYIOLIUM BBICEBOM OBLIM B YAOBJIETBOPUTEIHHOM
cocTostHuM, a utoroBeri 6ayt mo I xereit ¢ xpornueckor uHdekipei P.aeruginosa
COOTBETCTBOBAJI ~ CPEAHETSKEIOMY  KIMHUYECKOMY  COCTOSIHUIO.  BbIsBIIEHHBIE
TEHJACHLIIMM HE HUMENIU CTAaTUCTHMYECKON 3HAYMMOCTH, BEpPOSITHO, 3a CYET Majoro
KOJIM4€eCcTBa HAOJIIOIEHUI B OJHOW U3 TPYIIIL.

He ycTaHOBiE€HO 3HAYMMBIX pa3iavuuil B IMOKa3aTesix (PU3MUYECKOTO Pa3BUTHUSA
JIeTell ¢ pa3MYHbIM MHKpOOMOJIOrMYecKuM cratycoMm (Tabmuua 23). PocT gereil BO
BCEX IpPYIIaX COOTBETCTBOBAJ HOpPME, HAWJIYYILIME TIOKAa3aTeld Macchl Tena ObLIU
OTMEUEHBI y MaIMeHTOB, CBOOOAHBIX OT P. aeruginosa.

B ciydae xponmdeckoil koyioHu3aruu P. aeruginosa B TeueHnue 12 MecsIeB y
JeTeil CyIECTBEHHO BO3pacTaja 4acToTa OOOCTPEHHUN pPeCcHupaTopHOro CHHIpPOMA B
CpPaBHCHHMU C HUKOrjJa He uHuuupoBaHHbiMU P.aeruginosa mumamu (Kpackena-

Yomnuca, p=0,018), 3HaUMMBIX OTJIUYUHN C APYTUMHU TPYNIAMHU HE MOTYUYCHO.
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Tabmura 23
duznueckoe pa3BuTHE JeTel 1 MoArpynmsl B 3aBUCUMOCTH OT

MuKpoOuoorndeckoro craryca, Me [QL; QU]

[TokazaTenb P. aeruginosa p

XpoHuuecka | MTaTrepmutTUpy Craryc Huxkorna ve

s UH(EeKus, | IOUN BBICEB, | «CBOOOIHBIEY, | MHDUIIMPOBAH

n=2 n=7 n=8 HbBIE, N=6

Poct k 21,5 28,1 47,2 47,1 0,599
BO3pACTYy, [6,4; 36,6] [3,6; 64,2] [21,9; 62,8] [4,1; 76,0]
MEPLIEHTUIIb
Macca tena 27,3 55 51,6 22,2 0,271
K BO3pacTy, [14,4; 40,1] [2,9; 37,4] [13,3; 61,6] [10,4; 35,7]
MEPLICHTUIIb

[Tpumeuanue: p - kputepuii Kpackena-Yoinuca, p>0,05, paznuuus Mexay rpymnmnamu

HC 3Ha4YMMBbI

["a30BBIN COCTAB KPOBH JETEN XapaKTEPU30BaJICs HOPMaJIbHBIMU BennunHamu pH
nu pCO,, camxkenueM pQO, B IpeAenax AbIXaTEIbHOM HENOCTATOYHOCTU | cTerneHw.
OpnHako HauOOJBIIAS TAKECTh TUIIOKCEMUU OblJIa OTMEUEHA Y OOJBHBIX C XPOHUYECKUM
BbiceBOM P. aeruginosa. OTcyTcTBHE pOCTa CHHETHOMHON TAJOYKH W3 00pasloB
MOKpPOTHI B T€UYE€HHE |2 MecslEeB yMEHbIIANIO BBIPAKEHHOCTh TMIIOKCEMUU Yy AETEH —
meauana pO, y aerel, cBoOOAHBIX OT P.aeruginosa, Oblia 3HAYMMO BBIIIC, YEM IPH
MHTEPMUTTUPYIOLLEM BbICEBE MaTorena (tadbnuua 24).

Kak otpaxenue mUCPYHKIIUU DHAOTENMS JIETOYHBIX COCYJIOB M ajalTalyu
CEPACYHOCOCYAUCTON CUCTEMBI B YCIIOBHSIX THIIOKCEMHUHM M BOCIHAJICHHUS, Y JETEU C
XPOHUYECKUM BBICEBOM CHUHETHOMHOM MaJOYKU OTMEYaIUCh Oojiee BBICOKHE LUQPHI
CPEIIHETO JIaBJICHUS B JIESTOYHOM apTepUH B CPAaBHEHUU C HEMH(PUIIMPOBAHHBIMHU JIUIIAMU
(Kpackena-Yomnuca, p=0,034), nocturaromive 3HAYCHHM JIETOYHOW TurepTeH3uu |
crerneHu (pucyHok 23).

@yHKIMS BHEMIHETO AbixaHus no JaHHbIM Kb®I' xapakTepusoBanach HAIMUUEM
BBIPDAKEHHOM OOCTPYKUHMHM MEJKUX OpOHXOB y JAeTel ¢ XpOHWYecKOod uHpeKIuen
P. aeruginosa. Menuana AP/I, B manHOM rpyIine npeBbIiiaia HOpMaTUBHbBIC 3HAUCHHS B

1,5 paza u Oblna CyHIECTBEHHO BBIIIE, YeM Yy JAETEH C MHBIM MHKPOOHOJIOTMYECKUM
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CTaTycoM. 3HauMMbIX OTJINYMK B ypoBHsX AP/l u APJl; y neteil B 3aBUCHUMOCTH OT

MUKPOOUOJIOTUUECKOTO CTaTyca He MOdy4deHo (Tabnuna 25).
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Xponnyeckas ~ Wurepmurtn-  boibHble, Huxorza He

MHOQEKIMSA  pyIOLIuii BbIceB  CBOOOIHBIE  MH(HIMPOBAHHBIE
P.aeruginosa*  P.aeruginosa ot P.aeruginosa  P.aeruginosa*

Pucynok 23 — CpenHee 1aBieHUE B CUCTEME JIETOYHOM apTepun
y nereii 1 moarpynmsl B 3aBUCUMOCTUA OT MUKPOOHOJIOTHYECKOTO CTaTyca, MM. PT. CT.
(mpumeuanue: * - kputepuit Kpackena-¥Yommca, pa3nuaus Mexay rpynnaMu

3HauuMbl, p<0,05)

[To pesymbratam MCKT gnerkux y JAeTeil ¢ XpOHHYECKOW HHQEKIUen
P.aeruginosa 3Ha4YMMO 4Yallle PETHCTPUPOBAIUCH TPU3HAKU MYKOCTa3a (KpUTEpUi
®umiepa, p=0,012) u 6ponxuonura (kputepuit Gumepa, p=0,007). Pacuer OP [95%
JI] mo pe3ynpTaTaM [aHHOTO aHaidu3a ObT HEBO3MOXKEH BCIIEJACTBUE MAJIOTO

KOJIM4ecTBa HAOJIO/IEHUI B TPYyIIax.



["a30BBIif cocTaB KpOBU JieTeil | MOATrpyNIBI B 3aBUCHMOCTH OT MUKpOoOHOorndeckoro craryca, Me [QL; QU]

Ta0Omura 24

[Tokazarenb P. aeruginosa p
XpoHnyeckas Nutepmuttupyromuii | Cratyc «CBOOOIHBIEY, Huxorna He

uHbeknus, N=2 BbICEB, N=7 n=8 uHGUIIUPOBaHHBIE, N=6
pH 7,405 [7,396; 7,413] 7,406 [7,383; 7,427] 7,426 [7,415; 7,431] 7,411 [7,390; 7,433] 0,548
pCO,, MM.pT.cCT. 38,0 [36,6; 39,4] 39,5 [34,3; 39,9] 35,1 [33,9; 35,9] 35,6 [31,9; 43,4] 0,464
pO,, MM.pT.CT. 61,0 [55,0; 67,0] 62,0 [57,0; 64,0]* 73,5 [70,5; 77,0]* 64,5 [63,0; 68,0] 0,019*
Carypanus, % 97,5 [96,0; 99,0 97,0 [96,0; 98,0] 98,0 [96,5; 98,0] 96,0 [96,0; 97,0] 0,374
[Ipumeuanue: p - kpurepuit Kpackena-Yomnuca, * p<0,05, paznuuus Mexay rpynnamMy 3Ha4UMbI

Tabmuma 25
[Toxazarenu koMIblOTepHON OpoHXxopoHOrpaduu y nereit 1 noarpymnmns
B 3aBUCHMOCTH OT MHUKpoOunonorudeckoro craryca, Me [QL; QU]

[Tokazarenb P. aeruginosa p

XpoHunyeckas NHTEpMUTTUPYIOIIHNI Craryc «cBOOOAHbBIEY, Huxorna ve

uHbeknus, N=2 BbICEB, N=7 n=8 UH(ULUPOBAHHEIE,

n=6

APy, mx/Ix 63,35 [11,74; 114,95] 32,43 [5,55; 41,24] 16,94 [8,48; 30,7] 8,88 [2,28; 9,74] 0,304
AP/I,, MmxJIx 0,327 [0,323; 0,331]* 0,127 [0,041; 0,148] 0,030 [0,021; 0,060]* | 0,096 [0,043; 0,123] | 0,025*
APJ15, mx/Ix 4,469 [3,952; 4,985] 1,826 [0,668; 2,403] 1,256 [0,978; 1,588] 1,638 [0,948; 2,461] | 0,154

[Ipumeuanue: p - kputepuit Kpackena-Yommca, * p<0,05, paznuuust Mex1y rpynmnamMu 3Ha4UMBI

S0T
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C  BO3pacTOM  OTMEUYEHO  CYIIECTBEHHOE  M3MEHEHHE  CTPYKTYpbI
MUKpoOHosorndeckoro mpopuis OonpHBIX. [IpM MOHHMTOpPHHIE TMOCEBOB MOKPOTHI
JeTel 2 MOArpyIIbl B TeueHue 12 MecsieB Xxponudeckas uHdekius P. aeruginosa osiia
ycraHoBieHa y 12 (48%)  dyenoBeK, CYIIECTBEHHO  pEXe  OTMevalcs
UHTEPMUTTUPYIOIIUNA BbiceB matoreHa — B S5 (20%) ciyuaeB. Craryc OOJBHBIX,
cBOOOIHBIX OT P. aeruginosa, Obu1 3apeructpupoBan y 7 (28%) nerelt, u Bcero 1 (4%)

peOeHOK HUKOTa HEe ObLT HHPHUIIMPOBAH CHHETHOWHOM Manoukoi (pUCYHOK 24).

B XpoHudecKkast HHPEKIUsI

- 40,
1;4% P.aeruginosa

12; 48%

B JIHTepMUTTUPYIOLLUI BbICEB
P.aeruginosa

¥ BoJbHBIE, CBOOOIHBIE OT
P.aeruginosa

Huxorna ne
WHQPUIUPOBaHHEIE
P.aeruginosa

5;20%

Pucynox 24 — MukpoOHOIOTHYECKUI CTAaTyC OOJIBHBIX 2 MMOATPYIIIHI, a0C; %o

VY nereit 2 moarpynmbl IepBoe BbLACIeHHE P. acruginosa w3 MOKPOTHI OBLIO
3aukcupoBano B Bospacte 2,0 [1,4; 5,2] ner, k¥ 5,0 [3,5; 6,4] rogam unHbpekus
npuoOpeTasia  XpoHMUYeckuil  xapaktep. Ha  ¢oHe  akTUBHO  MPOBOIUMOM
aHTHOAKTEpUAIILHOW Tepamnuy YAaloCch JOCTHYhL cTaTyca CBOOOIHBIX OT P. aeruginosa
mait y 7 (28%) gpereit: mocienHee BbIJEIEHHE TATOT€HAa W3 MOKPOTHI  OBLIO
sadukcupoano 1,5 [1,0; 2,0] ner nHazan. MadunmpoBanue B. cepacia mepenecin 3
(12%) nereit, antTuOakTepuanbHas Tepanus 1Mo 3Tomy nosoay nposoauiack 38,0 [10,0;
60,0] mecsueB Hazan.

Knuauueckoe COCTOSHUE NeTel ¢ MHTEPMHUTTUPYIOIIMM BbhIceBOM P. aeruginosa
OBLIO YJIOBJIETBOPUTEIBLHBIM W 3HAYUMO OTJIMYAIOCH OT JETe C XPOHUYECKOU

KOJIOHHM3aIuen ApIxatenbHbix myteit P. aeruginosa (Kpackena-Yomnuca, p=0,022), ube
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CaMOYYBCTBHE, KaKk W Juil, CBOOOIHBIX oT P. aeruginosa, Obulo CpedHel CcTeneHH
TsokecTd. [lo pe3ynmpTaTam aHTPOIIOMETPUU 3HAYMMBIX OTIUYHA B (U3MUECKOM

Pa3BUTHHU I[GTGfI B 3aBHCHUMOCTHU OT MI/IKpO6I/IOJIOFI/I"IGCKOFO CTaTyCa HC YCTAHOBJICHO

(Tabnuna 26).

Tabmuria 26
Pu3nueckoe pa3BUTHE JETEN 2 MOATPYIIBI B 3aBUCUMOCTH
oT MuKkpobuosornyeckoro craryca, Me [QL; QU]
[Tokazarenb P. aeruginosa p
Xponnueckasi | UHTepMUTTHPYIO Craryc
uHpeKIus, 1 BBICEB, «CBOOOTHBIEY,
n=12 n=>5 n=7
Poct Kk Bo3pacry, 24,8 29,7 6,8 0,167
TIEePIICHTUITH [5,4; 34,9] [11,3; 57,8] [1,0; 24,2]
Nunexc Maccel Tena K 10,5 29,7 21,0 0,310
BO3PACTYy, MEPIECHTUIID [2,5; 42,5] [17,6; 81,7] [3,0; 29,1]

[Ipumeuanue: p - kpurepuil Kpackena-Yomumca, p>0,05, paznuuns Mexay rpynnaMu

HC 3HAaYHUMBbI

Kak u y nereii mmanimiero Bo3pacra, y MallMEHTOB cTapiie 6 JieT HauOoJblnas
yacToTa OOOCTPEHMM PECHUPATOPHOTO CHHIAPOMA OTMEYalach MPH XPOHUYECKOUN
undekuu P. aeruginosa (Kpackena-Yomuca, p=0,030), 0cCOOCHHO B CpaBHCHHU C
JE€TbMH, WMEIOIMMUA HHTEPMUTTUPYIONIYIO KOJIOHM3ALUIO PECIUPATOPHOTO TPAKTA
JAHHBIM MHUKpoopranu3mom. CpenHee JaBJICHHE B JIETOYHOW apTEpUU B JTAHHOM
BO3pAacTe€ HE HMEJIO0 3HAYUMBIX OTIWYUN MEXAy OOJbHBIMA M COOTBETCTBOBAJIO
nerounou runieptensuu I crenenu (Kpackena-¥Yomuca, p=0,395).

['a30BBIN COCTaB KPOBM XapakTEPU30BAJICS HOPMaJbHBIMH 3HaueHHsSIMH PH u
MapLUHaIBLHOTO JIABJIEHUS YIJIEKMCIIOTO ra3a B KPOBU, TMHIIOKCEMHUEN, COOTBETCTBYIONIEH
JBIXaTeIPHOM HEIOCTAaTOYHOCTH I cremenm. Y pAeTell ¢ XpOHHUYECKOM HHMEKIHCH

P. aeruginosa catypamus ObuIa HIDKE, YEM B IPOYMX rpymnmnax (tadyimmna 27).
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Tabnuma 27
["a30BbIi cOcTaB KPOBH JIeTell 2 MOATPYMIBI B 3aBUCUMOCTH

oT MuKpobuosornyeckoro craryca, Me [QL; QU]

[TokazaTenb Ps. aeruginosa p
XpoHunueckass | UHTEpMUTTUPYIOLINI Craryc
nHpekms, N=12 BBICEB, N=5 «CBOOOIHBICY, N=7
pH 7,388 7,372 7,401 0,375
[7,374; 7,401] [7,366; 7,376] [7,351; 7,429]
pCO,, 39,9 38,6 38,7 0,241
MM.PT.CT. [37,2; 41,9] [38,4; 39,6] [34,9; 39,0]
pOy, 64,0 70,0 69,0 0,251
MM.pT.CT. [60,0; 72,5] [68,0; 74,0] [66,0; 74,0]
Caryparnusl, 95,5 98,0 98,0 0,048*
% [95,0; 96,5]* [98,0; 98,0] [96,0; 99,0]

[Tpumeuanue: p - kputepuii Kpackena-Yoinuca, p<0,05, paznuuus Mexay rpymnmnamu

3Ha4YUMBbI

IIpy 1npoBeneHHHM CHMPOMETPUM  TOATBEPKACHO HETaTUBHOE  BIIUSHHUE
XPOHUYECKOTO MH(EKIIMOHHO-BOCHIAJIMTENIBHOIO  MpolLiecca, 00yCIJIOBIIEHHOTO
P. aeruginosa, Ha cocTtosHHe (YHKIMHM BHEIIHEro JabIXxaHus y OosbHbIXx MB. Ilpu
CPAaBHEHUM MEIMAH OTMEYEHO, 4YTO XYJUIME T[OKa3aTeau JEroyHo (QyHKIHUH
PETUCTPUPOBAIMCH TPH XPOHWYECKOM BbiceBe P. Aeruginosa: y gered Obuia
3apukcUpoBaHa  KOMOMHHMpOBaHHasi  BEHTWILIMOHHAS  HEJAOCTaTOYHOCTh  C
npeobyialanieM OOCTPYKIIMU cpeAaHed creneHu TsokecTdu. [Ipu uHTEMUTTHpYrOUen
KOJIOHU3AIUU JIbIXaTEeIbHBIX MYTEH ’TUM MUKPOOPTraHU3MOM MOKa3aTENN CIIUPOMETPUHN
Obu 3HauMMoO Jiydme. OTMEUEHO HapacTaHHWE CTENEHH TKECTH OOCTPYKTHUBHBIX
WU3MEHEHUH NpU YXYAILIEHUH MUKPOOHUOJIOTMYECKOT0 cTaTyca 00JbHOrO (Tabnuua 28).

Pesynbratel KB®I' mereit ¢ xponndeckoi wHpeknuenn P. aeruginosa orpaxanu
HapylIEHUE MPOXOJUMOCTH BEPXHUX W HIDKHHMX JbIXaTENbHBIX IMyTEH, B OCTAIbHBIX
rpynmnax meauansl APII;, APJl, u APJl3; Obutn B ipenenax HopMbl. Bo3aMoxHo, Ha oHe
XpPOHMYECKOTO CHHYCHTa TMPUAATOYHbIE TMa3yXW HOCA CIYXWIA CBO€OOpa3HbIM
«pe3epByapom» Juis P. aeruginosa, mojyiep)kvBas BOCHAIMTENLHBIA TMPOLECC KaK B
BEPXHUX, TaK M B HWKHHUX JbIXAaTEJIbHBIX MyTAX. AHalW3 NAaTTEPHOB JbIXaHUS B

3aBUCHUMOCTHU OT MI/IKpO6I/IOJ'IOI‘I/IIICCKOI‘O craryca OOJBHBIX HE BBISIBMJI 3HAYMMBIX
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oriinunii B Benmuuunax APJl;, APJl, u APJl3 Mexny rpynnaMu, oTMe4eHa TeHACHIUS K

noBbeiieHnio AP/, npu xpornueckoi nadekuu P. aeruginosa (tadmura 29).

Tabmnuma 28

[TokazaTenu cnupoMeTpUH y A€Tei 2 MOATPYIIIIBI B 3aBUCUMOCTH

oT MuKkpobuosornyeckoro craryca, Me [QL; QU]

[Toka3zaTenb P. aeruginosa p
XpoHnyeckas NHTEpMUTTUPYIOIINI Craryc
nHpekms, N=12 BBICEB, N=5 «CBOOOIHEBIE», N=7
KEJI, % 63,5 [58,0; 81,5] 84,0 [74,0; 87,0] 87,0[73,0; 103,0] | 0,129
®XXEJ, % | 56,0[42,5; 70,5]* 77,0[70,0; 87,0]* 81,0 [62,0; 88,0] | 0,034*
O®B,, % 57,5 [45,0; 71,5]* 88,0 [80,0; 96,0]* 78,0 [64,0; 95,0] | 0,016*
IICB, % 76,0 [68,5; 93,0] 95,0 [74,0; 96,0] 85,0 [76,0; 120,0] | 0,457

[Ipumeuanue: p - kpurepuil Kpackema-Yomuca, * - p<0,05, paznuuus Mexmy

I'pyiimaMi 3Ha9UMbI

Tabmuma 29
[TokazaTenu KoMNIbIOTEpHOM OpoHXOPOHOrpahUH y JeTel 2 MOATPYIIIbI

B 3aBHCHMOCTH OT MHUKpOOHoJioruueckoro craryca, Me [QL; QU]

[TokazaTens P. aeruginosa p
XpoHunyeckas NHTepMuTTHpYOIIMT Craryc
nHpexms, N=12 BBICEB, N=5 «cBOOOmHEICY, N=7

AP],, 120,04 97,44 63,49 0,135
MK J[x [108,97; 127,08] [90,63; 106,29] [58,07; 119,43]

AP]I,, 0,268 0,066 0,119 0,090
MK J[x [0,169; 0,303] [0,047; 0,089] [0,016; 0,292]

AP]3, 2,855 1,359 2,479 0,248
MK J[x [2,13; 3,307] [0,815; 2,827] [0,916; 3,079]

[Ipumeuanue: p - kpurepuin Kpackena-Yomuca, p>0,05, paznuuns Mexay rpynnaMmu

HC 3HAaYMMBbI

XpoHHuueckasi CUHErHOWHas MH(pEKIus: Oblla acCOUMUPOBaHa C BbIPAKEHHBIMU
CTPYKTYPHBIMH HM3MEHEHUSIMU B JIETKUX, TaKUMHU KakK OpOHXO03KTa3pl M 3M(u3ema.
HauGonee cienpuiHbIM MPU3HAKOM JJIsl TOU TPYMIbl JeTel ObUT MyKOCTa3 (PUCYHOK

25). Xpounnueckast uHdpekius P. aeruginosa moseimana OP pa3BuTHS AeCTPYyKTHBHBIX
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M3MEHEHUH B JIETKUX, OJHAKO Jocturaemeie 95% JIM Obuin HE 3HAUMMEI M3-3a Majoro

KOJIMYECTBA HAOJIIOICHUH B rpyImax.

Bponxuonut (0,071)
[Mpu3Haku mykocrasa (p=0,003)*

Bponxoskrassr (p=0,011)*

Ompuzema (p=0,024)*

14

Boinsnble, cBoGoaHBIE OT P.aeruginosa, n=7
B MHTepMUTTHpPYIOIIHIA BbICEB P. aeruginosa, n=>5

B Xponuueckas nHdekuus P.aeruginosa, n=12

Pucynok 25 — Ilopaxxenue opranoB apixanus 1mo ganaeiMm MCKT y nereit
2 MOATPYNIIBI B 3aBUCUMOCTH OT MUKPOOHOJIOTMYECKOTO cTaryca, abc

(mpuMeuaHue: p - TOUHbIH KpuTepuit Ouiiepa, * - paznmuus 3HauuMbl, P<0,05)

Takum oOpa3om, HE3aBUCHUMO OT BO3pacTa JAeTel, XpOHUYECKOe UH(PUITMpOBaHKE
CUHETHOMHOM MaJIOYKOW COMPOBOKIAJIOCH MpHU3HaKaMu MykocTtasa no ganHbiM MCKT,
a y JeTei crapiie 6 JieT yaiie 0OHapyKHBaJIUCh OPOHXO03KTa3bl U sMpusema. Jletu c
XpOHUYECKMM BBICEBOM P. aeruginosa umenu 00jee BBIPAKEHHYIO THIIOKCEMHUIO.
Pe3ynbrathl COMPOMETPUN CBUIETENIHCTBOBAIM O OOJBIIEH TSXKECTH OOCTPYKTHBHBIX
U3MEHeHU Yy pJaHHoM kateropuu OonbHbIX. KB®IT B ciyyae XpoHMYECKOM
CUHETHOMHOM HMH(EKIMH CONMPOBOXKIANACh CYIIECTBEHHBIM MoBbiieHUEM APJl, y
JieTel TIOIIKOJIBLHOIO BO3pacTa, B rpyIiie aereut crapiie 6 et APJl; He uMen 3HaYuMbIX
OTJIMYUI OT «CBOOOJHBIX» M HE MHQUIMPOBAHHBIX P.aeruginosa iuiy, BEpOSTHO, 3a
CUET 3aTyXaHUs 3ByKOBBIX CUTHAJIOB B YCJIOBHSIX BBIPAXKEHHOIO MYKOCTa3a.

Y 3 (12%) genoBek crapme 6 jetr u y 1 (4,3%) peGenka muanmie 6 JeT B
aHaMmHe3e otMmedaics poct B.cepacia. [lo maHHeiM aHamHe3a, HH(UIIUpOBaHHE

B. cepacia He compoBOKIaIOCH OTPUIIATEIEHON JUHAMHKONW KIMHHYECKOTO COCTOSHUS.
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Jliis apagukaruu B. cepacia ucrnonb3oBanach CoueTaHHas aHTHOAKTEpUAIbHAS TepaIus
neTasuaAuMOM, MEPOIICHEMOM BHYTPHUBEHHO, WHTAAINA THaM(EHHKONa, KO-
TPUMOKCA30J1 MEPOPAIIbHO C MPOJOJDKEHUEM €ro npueMa B TeueHue 3-6 MecsleB Ha
amOynaTopHoM 3Tane. Ha MoMeHT o0OciieoBaHus OAMH PEOEHOK W3 2 MOATPYIIIHI,
uHbuUIUpoBaHHbIH paHee B. cepacia, Obur cBoOomen ot P.aeruginosa, ocrajbHbBIC
UMEJTU XPOHUYECKYIO0 CUHETHOMHYIO MH(EKIIHUIO.

Knuanueckoe cocTtosiHME AETei, MMEBIIMX KOT/Ia-TUO00 B aHAMHE3E BBICEB W3
MOKpOTHI B. cepacia, okasaiock Xyxke, 4eM y JeTel, He MHPHUIMPOBaHHBIX ¢to (MaHHa-
Yutau, p=0,006), 1 ObLIO paclUEHEHO HAa MOMEHT MPOBEICHUS OOCIEAOBaHUSA KaK
CpeaHel creneHu TshkecTH (42,5 O6aiia) NpoTUB yaoBIeTBOpUTEIbHOro (62,0 6aios)
BO BTOPOW I'pyIIIIE.

[Ipn wuHpexnMOHHOM Tmporecce, o0OycioBiIcHHBIM B. cepacia, oboctpeHus
3a00JIeBaHUsI B TEUCHHME roja MPOUCXOAWIN 3Hauumo yamie — 3,5 [3,0; 4,5] snuzoma
npotus 1,5 [1,0; 2,0] sniuzonoB y HemHpunrpoBanubix jull (Manna-Yutau, p=0,005).
Hecmotps Ha 3T0, OTJIMUMIA B TOKA3aTENAX (PU3UYECKOTO PA3BUTHUSI MEXKAY IPyINIamMu He
ycta"oBieHo (Manna-Yutau, p=0,255 nns pocta u p=0,583 mst UMT).

[Ipu aHanmu3e ra3oBOro cOCTaBa KpOBHM oOpariana Ha ceOsi BHUMaHHE MEHbIIas
BEIMYMHA caTypallii, MeInaHa KOTOpOW BHE 000CTpEeHHUs] OPOHXOJIETOYHOIO Mpoiiecca

COOTBETCTBOBAJIa HUKHEH TpaHuile HOpMbI (Tabmura 30).

Tao6muma 30
["a30BbIl cOCTaB KPOBU JeTel, OOJIBHBIX MyKOBHUCIIHUI030M,

B 3aBucuMocTH oT Burkholderia cepacia-craryca, Me [QL; QU]

[Toka3arenp Brices B.cepacia B He nndummposannbie p
aHamHese, N=4 B.cepacia, n=44

pH 7,398 [7,365; 7,413] 7,397 [7,379; 7,424] 0,641

pCO,, MM.pT.CT. 39,2 [38,5; 39,8] 37,5[34,8; 39,9] 0,381

pO,, MM.pT.CT. 69,0 [62,5; 73,0] 66,0 [62,0; 74,0] 0,866

Carypanuus, % 95,0 [95,0; 95,5] 97,0 [96,0; 98,0] 0,013*

[Ipumeuanue: p - kputepuit Manna-Yutau, * p<0,05, paznmuuus Mexmy rpynmnamu

3Ha4YM1MBI




112
KB®I' y nmereii ¢ BeiceBoM B.cepacia B aHamMHe3e oTpakajga HapylIcHHE
MPOXOJAUMOCTH CPEIHUX W HIWKHUX JbIXAaTENbHBIX NYyTEHW H XaPAKTEPU30BAIACH
3HAYUTENIbHBIM mOBbIICHUEM APJl,. Menuana APJl3; He mpeBblaga HOPMATHUBHBIX

3HAYCHUM, OJTHAKO ObLIa OOJIbIIE, YeM Y HEMH(GUIIUPOBAHHBIX JHI] (Tabmuma 31).

Tabmura 31

[TokazaTenmu koMmbIOTEPHOU OpoHXO(pOHOTpahUH Y AeTel, O0THHBIX MyKOBUCIIAI030M,

B 3aBucuMocTH oT Burkholderia cepacia-craryca, Me [QL; QU]

[Toka3zarenp Brices B.cepacia B He undunupoBannsie p
aHamHese, N=4 B.cepacia, n=44

APJl;, MxJIx 115,73 [61,880; 122,09] 62,87 [16,70; 113,96] 0,271

APJl,, MxJIx 0,329 [0,321; 0,340] 0,113 [0,041; 0,173] 0,001*

AP]13, MmxJlx 3,406 [3,075; 4,359] 1,877 [0,978; 2,779] 0,012*

[Ipumeuanue: p - kpurepuid ManHa-YutHu, * p<0,05, pazmuuus Mexay rpynmnamu

3Ha4YUMBI

Cnupometpusi Obla IPOBEAECHA 25 MalMeHTaM, U3 HUX 3 4YesloBeKa KOrjaa-mdo
Obutn  uHbuIMpoBaHel  B.cepacia. Y  3TuX  nmammMeHToB  3adUMKCUpOBaHA
KOMOWHUpPOBaHHAs BEHTWISAIIMOHHAS HEAOCTATOYHOCTh CpPEIHEH CTEICHH TSKECTH,
JeTH, He WH(UIUpoBaHHBIC B.cepacia, mmenu jerkue OOCTPYKTHBBIC HapyIICHHS
(pucynok 26). Ycranosiena 3HaunMo MeHbmas Bennuuna JKEJI y mereii ¢ B. cepacia-

uHpekuueit B anamuese (Manna-YutHu, p=0,045).

) | | | |
84,5
IICB, % 79

T | | | He nndunupoBanHbie
O®DBI, % 3 75,5 B.cepacia (n=22)

i | | 4‘ Beices B.cepacia B
OXKEJL, % 52 ‘ s aHamHese (nN=3)

82,5

e l l e |

0 20 40 60 80 100

PucyHok 26 — Pe3ynbpTarsl CIUPOMETPUU Y IETEN C MYKOBHUCIIUAO30M B 3aBUCHMOCTH
ot Burkholderia cepacia-craryca, % ot pacueTHoit HopMebI ([Ipumedanue: * - pazmuyus

M0 TIOKAa3aTeI0 MEXy TPYIIaMu 3HaYUMbl, Kputepuii Manna-Yurtau, p<0,05).




113

Ha ocHoBanun anammuza npoTokogoB MCKT opraHoB rpyAHOW KJIETKA
YCTaHOBJICHO, YTO y OOJIbHBIX C BbiceBOM B. Cepacia B aHamMHe3e 3HAUYMMO 4aIle
PErHCTPUPOBAINCH KOCBEHHbIE IPU3HAKM MYKOCTa3a W OpOHXHOJIHMTA, Yalle
HAOMIOJANUCh  TaKME€  PECTPUKTUBHBIE  WM3MEHEHMsI  JIETOYHOW  TKaHM  Kak
¢ubpoarenekrasbl U dMpuzema jerkux. [Ipu aTom yactTora pa3BUTHs OPOHXOIKTA30B HE

uMela 3HAYUMBIX OTIMYUN MEXy rpynnamu (tabnuuna 32).

Tabnuua 32
[Topaxenune opranos npixanus no ganabiM MCKT y nereilr ¢ MykoBHCIIMIO30M B

3aBucumoctH oT Burkholderia cepacia-craryca

[Tokazarenp Brices He p, OP [95% U]
B.cepaciaB | uHpUIMpPOBAaHHBIC

aHamuese, N=4 | B.cepacia, n=38
OMduzema, adc 4 8 0,004* | 4,75[2,57; 8,79]
BbponxosKTassl, 3 16 0,313 -
abc
[Tpu3Haku 4 8 0,004* | 4,75[2,57; 8,79]
MYyKOCTa3a, adc
BponxuonuT, abc 4 11 0,012* | 3,45[2,09; 5,69]
dubpoareneKkTasbl, 3 2 0,003* | 14,25 [3,30; 61,53]
abc

[Tpumeuanue: p — TouHbll Kputepuit Oumepa, * p<0,05, paznuuus MEXIy TpynnaMu

3Ha4YMUMBbI

HebnaronpusitHoe BinusiHue ¢akta nHpumpoBanus B.cepacia na teuenne MB
MPOSIBUJIOCH XYAIIUMH MTOKA3aTEIsIMH KIMHUYECKOTO COCTOSHUSA JIETeH, O0Jiee YacThIMU
AMU30JaMU O00OCTPEHUHN PecrnupaToOpHOTO CHUHIpoma. 71 MaHHOW TpyNIbl OONBHBIX
Obl1a XapakTepHa OOJbIIAs TSXKECTh BEHTWISAIMOHHBIX HapyIICHUHW IO JaHHBIM
CIIUPOMETPHUH, BBIpaKEHHAsE OOCTPYKIMS HWIKHUX JbIXAaTEJIbHBIX IMyTEH IO JaHHBIM
KB®I'. V nereii ¢ Boimenennem B.cepacia B anamuese nossimaicst OP hopmupoBaHus
smpuzemsl serkux B 4,75 paza, ¢ubpoarenekrazoB B 14,25 pasza, oOHapyKeHUs
MpU3HAKOB MyKocTaza B 4,75 paza u B 3,45 paza — Opouxumonuta. [lomydeHHsbie

pe3yJbTaThl TPEOYIOT JadbHEUIIIEr0 YTOUYHEHHUS.
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TJIABA 5 IIPUMEHEHUE KOMITBIOTEPHOU FPOHXO®OHOT PAGUN
B INATHOCTUKE HAPYIIIEHUY BEHTWISLINU V JIETEM,
BOJIbHBIX MYKOBUCLIMJIO30M

KB®TI" saBasiercst METO0M, MO3BOJISIIOIIUM OOBEKTUBHO MOATBEPKAATh HAITMYUE
OpOHXHAJILHOM OOCTPYKIUU B CIIy4asiX, KOTJla MPOBEACHUE CIUPOMETPUU OTPAHUUYCHO
WIM HEBO3MOXXHO B CHJIy ONpEIEICHHBIX OOCTOATENsCTB. B cepum pabot
OTEUECTBEHHBIX HCClieoBaTeNel Obula JokazaHa BbIcOKass HHPpopMaTtuBHOCTh Kb®DI B
BBISIBJICHUM OpOHXHATBHOM OOCTPYKIIMM DPAa3IM4YHONM STHOJIOTMH. bblla ycTaHOBIEHA
oTpullaTeNibHasl KoppensinuonHas cBsizb Mexay ODB; u APJl, npu 3aboneBaHusx,
MPOTEKAIOUUX C CHHAPOMOM OOpaTUMON OpOHXHAIBLHOM OOCTPYKIIMU, B YACTHOCTH,
npu OponxuanbHoM actMe. OnHako 1t MB xapaktepHo hopMupoBaHre HEOOPATUMBIX
OOCTPYKTUBHBIX HapyIIEHUW, CYIIECTBEHHO OTJIMYAIOLIUXCS MO MEXaHU3MY Pa3BUTHUSA
OT TMAaToreHe3a OPOHXHAIbHOW aCTMbI, a HaJUYHE B3aMMOCBSI3U MEXIY NapamMeTpamu
Kb®I' u cnupomerpun npu MB B HacTosmmii MOMEHT HE Aoka3zaHo. Ilomumo 3toro,
uMeroTCs JanHble 0 HenHpopMatuBHOCTU KB®DI' y manueHToB ¢ TSKEIbIM TCYCHHEM
MB BcreacTBHE NTOMYUYECHUS JIOKHOOTPULIATENBHBIX PE3YIBTATOB UCCIIEAOBAHMUS.

Takum oO0pa3oM, B HACTOSIIMA MOMEHT OCTAaeTCs HEpEeHIeHHON mpoobiema
UJACHTUGUKAIIMY ¥ aJ€KBATHONW WHTEPHIPETALUU JIO)KHOOTPUIIATEILHBIX PE3yIbTaTOB
Kb®I' y manueHToB ¢ TsKeIbIM TeueHueM 3abosieBaHusi. C JIpyrod CTOPOHBI, Ha
coBpeMeHHOM 3Tare ¢ nomouiplo Kb®I' Bo3MOkHA TOJIBKO Ka4YE€CTBEHHAsI TUArHOCTHKA
OOCTPYKTUBHBIX HapylieHuid npu MB u He pa3paboTaHbl MEXaHU3MBI, IMO3BOJISIOIINE
MIPOBOJIUTH OLIEHKY TSKECTH BBIABICHHBIX U3MECHEHU.

JInsi yCTAaHOBIIEHHsI B3aUMOCBSI3€H MEXAy OCHOBHBIMH mokazareimsiMu KbODI' u
CIUPOMETPUU OB TPOBEJACH CPAaBHUTEILHBIM aHaIU3 MATTEPHOB [IBIXaHUS U
CIIUPOTPAMM Y JIeTeH 2 MOATPYIIIbI B 3aBUCUMOCTH OT CTENEHU TKECTH OpOHXHATBLHON
oOctpykiuu (tabmmma 33). Yxke mnpu JIerkod BEHTHJIAIIMOHHOW HEIOCTAaTOYHOCTH

otMeuanoch nosbiienne AP/[; u AP/l,, B To Bpemsa kak AP/l; HE BBIXOUI 3a MPEeIibl
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pedepeHTHBIX 3HaUeHU. [10100HBIE pe3ynbTaThl OTPAXKATU HAPYIICHUE TIPOXOTAMOCTH
BO3JIyXOHOCHBIX ITyTEH HA yPOBHE MEJIKHMX OPOHXOB M BEPXHHUX JBIXATCIBHBIX IyTEH,
4TO KpaifHe XapakTepHo miasi MB, B To Bpems Kak SIBICHHS MYyKOCTa3a Ha YPOBHE
OpOHXOB CpeaHEero KamuOpa I0CTaToYHO S(PPEKTHBHO KyNMHPOBAIUCH BCICACTBUE

HpOBOI{HMOﬁ KOMILICKCHOU TCpaInu.

Tabmuma 33
[Tokazarenu koMIbIOTEpPHOM OpoHXodoHOrpadun y aeTer 2 moATrpyIIibl B

3aBHCHMOCTH OT CTEIICHH TSHKECTH BEHTHIISIIIMOHHBIX Hapymenuii, Me [QL; QU]

[Tapametp CreneHb BEeHTUISIIMOHHON HETOCTATOYHOCTH p
Kbo®TI' OrcyrctBy | Jlerkas | Ymepennas | Cpennersike | Tsoxenas
et (N=9) (n=4) (n=4) nas (n=4) (n=4)
AP/l,, 90,63 119,87 127,37 115,72 115,29 | 0,145
MK ]Ik [62,24; [118,68; [91,28; [94,91; [104,82;
97,44] 146,10] 150,96] 122,09] 127,04]
AP/1,, 0,047 0,217 0,293 0,321 0,173 | 0,0003
MK ]Ik [0,034; [0,144; [0,282; [0,313; [0,144; *
0,073]* 0,281] 0,304]* 0,337]* 0,220]
AP/15, 0,92 2,49 3,18 3,41 2,43 0,004
MK /K [0,82; [1,83; [2,86; [3,07; [2,10; *
0,99]* 3,16] 3,541* 3,88]* 2,93]

[Ipumeuanue: p - kpurepuit Kpackena-Yomnuca, * p<0,05, paznuuus Mexay rpynmnamMmu

3Ha4YMUMBbI

[loBbimienrie APJl; y OonbHbix MB OBUIO acCOIMMPOBAHO C HAa3aJIbHOU
obctpyknue. 3HauuMon B3amMocBs3u Mexay APIl; m O®B; B Hacrosmem
UCCIICIOBAaHUH HE BBIABICHO (Koppensuus Crimpmena, p=0,056).

Mexny AP/l; u O®B; oOHapyxeHa yMepeHHasi OTpULIATeNIbHAs KOPPEISILIMOHHAS
cBs3b (koppemsimiust Crimpmena, r=-0,61, p=0,001), ognako APJl3; y OompabIXx MB
HaxXOJWICS B IIpeieiaX HOPMbI ¥ TIO3TOMY HE MUMEJI 3HAYMMOT'O TMarHOCTUYECKOTO Beca.

Haunbonee cuibHast M 3HauMMas KOpPEJSIMOHHAS CBsI3b Oblla YCTAHOBJICHA
mexay O®B; u APJHl, (xoppensmus Crnupmena, =-0,70, p=0,0001). Ilo mepe
HapacTaHUsl CTETNEHU TSHKECTU BEHTWISIIIMOHHOM HEIOCTaTOYHOCTH OT JIETKOM K

CPEIHETSAKEION MPOUCXOANIIO Mporpeccupyoiiee ypennuenue meauansl APJl,, oqHako
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npu TsDKeno OpoHxooOcTpykuuu y OonbimimHcTBa OonbHBIX AP/, He mpessiman 0,2
MK/[X, 9TO MOrIo oOmuOOYHO TPAKTOBAThCS Kak HOpMa JHUOO TOJOXKUTENbHAs
JuHaMuKa.  Tspkenmasgs — BEHTWISIUMOHHAST ~ HEJOCTATOYHOCTH  COINPOBOKJAJACh
BBIPAKEHHBIM MYKOCTa30M, YTO CO3JABAJI0 KpamHE BBICOKYIO BEPOSTHOCTH IOJIHOU
oOTypaluid TpocBeTa OpoHXa BI3KOM MOKPOTOM ¢ Tmochenayromed Ookaaon
pacupocTpaHeHuss  3BYKOBBIX  BOJIH. OT0  NpUBOAWIO K IOJIYYCHHIO
JIOKHOOTpULIATENbHBIX pe3yibTaToB Kb®I' y manHON rpynmbl OOJBHBIX, HECMOTPS Ha

HAJIMYME TSHKEIIBIX HAPYIICHUN BEHTUIISUU (PUCYHOK 27).
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%T 0.15 T
0,10 + —|—
0,05 | O
0,00
003 ' ' oM
Hopua Jlerzaz Viepenmaz  CpeHerdxenas  TaOKenas VIEMHAnA
[]25%-73%
Taxecrs BH T Mem-Maxc.

Pucynok 27 — JluHamMuKa akyCTUYECKOTO KOMITIOHEHTA paOOThI AbIXaHUS
B JIMAIIa30HE BBICOKUX YaCTOT B 3aBUCHUMOCTH OT CTEIIEHU TAKECTU

BCHTHJ’IHHHOHHOﬁ HEOOCTAaTOYHOCTH

boun BbIZENEHBI JBE OCHOBHBIE TPYMIbBI OOJBHBIX, Y KOTOPHIX BCTPEYAINCH
nuarHoctuyeckue omubku. Bo-mepBwix, 310 gAetu ¢ ODB; B npenenax 70-79%, y
KOTOPBIX MMEJIOCh HE3HAYUTEIbHOE OIPAHUYECHHME OHKCIMPATOPHOIO IIOTOKA, HE
npuBosiee Kk nossimieHuto AP/l,. Bropas rpynmna Obina npeactaBieHa MalueHTaMu ¢
TSKEJI0M OpPOHXOOOCTPYKIIMEH W BBIPAKEHHBIM MYKOCTa30M. 3aTyXaHUE 3BYKOBBIX

CUTHAJIOB Yy TSDKEJBIX OOJBHBIX, HEBbICOKME 3HaueHuss APJl, y wactu nereit ¢ jerkoi
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BEHTUJISILUOHHOM HEJIOCTATOYHOCTHIO MOCTYKUJIN MIPUYUHON CHUKEHUS
YyBCTBUTEJIBHOCTU METOJIa, KoTopas coctaBuia 68,75%. Hecmotps Ha 310, KBOI
xapaktepuzoBanach 100% crnenu@UUHOCTEIO B JUArHOCTUKE BEHTUJISIIMOHHBIX
HapyLICHUHN.

[Ipu aHanu3e AOMOJHUTENBHBIX MMAPAMETPOB, CIIOCOOHBIX BIMATH HA BEIUYHUHY
O®B;, otMeueHa cuiibHas npsiMas cBsa3b Mexxy ODB; u utoroseim 6amiom no B
(xoppensanust Cnupmena, =0,81, p=0,000001).

Knunnueckoe coctosiHue y jaeredt ¢ MB xapakTepu3oBasioch 3HAUMTEIHHOM
TETEPOreHHOCTHIO C MPE0OIalaHueM CPEAHETHKEIIOro TeUeHHs 3a0o0eBaHus (Tabmuia
34). He ycTaHOBIEHO 3HAYUMBIX OTJIIMYAA B BO3pacTe JETed C pa3IMYHbIM

KIIMHUYCCKHUM COCTOAHHUCM.

Tabmuma 34
XapaKkTepuCcTUKa JIeTeH 2 MOArPYyNIbl B 3aBUCHMOCTH
ot kimHMYeckoro cocrosuus, Me [QL; QU]
Knunnueckoe cocTossHue HToroBelii 01 10 MIKaie Bo3spacr, ner*
[[IBaxmana-bpachunna

Xoporiee (N=4) 80,0 [77,5; 82,5] 8,8[7,1; 13,6]
Y noBaeTBopuTeNbHOE (N=2) 65,0 [65,0; 65,0] 7,75 [7,2; 8,3]
Cpenneii ctenienn Tsokectr (N=13) 55,0 [50,0; 55,0] 11,6 [9,0; 13,0]
Tsokemoe (N=6) 37,5 [35,0; 40,0] 12,7 [12,0; 16,0]

[lpumeuanue: * - kpurepuit Kpackena-Yosimca, pa3nuuvs MeEXAy TpyINIaMu HE

3HaunMsbl (p=0,140)

Benmnmunaa O®B; y nereit, HabpaBmmx 40 u menee Oamto mo IIIIB, Grura
3HQYMMO HIKE, YeM Y JIMI, HUMEBIIUX OoJjee MIrKoe TeueHue 3a00JIeBaHUS.
BripaxkeHHOE CTPYKTYpHOE MOBPEXKICHHE JETKuX Ha (oHE Tspkenoro tedeHus MB,
KIIMHUYECKU TPOSBIISIONICECS 3HAYUTEIbHBIMU  (U3UKAIbHBIMU HU3MEHEHUSMHU U
JIBIXaTeIbHOW HEJOCTATOYHOCTHIO, 0KUJAEMO MPUBENIO K CHIDKEHUIO (DYHKITMOHATBHBIX
BO3MOYKHOCTEH pecriupaTopHoil cuctembl. Ha oHe BrIpakeHHBIX SIBICHUN MYKOCTa3a y
OOJIbHBIX MPOUCXOAWIO OCJIa0JIeHHE W TallleHUE 3BYKOBOUW BOJIHBI, BCJEACTBHUE YETO

uHTeHCcuBHOCTH APJ], Obl1a cormocTtaBuMa Mexay rpymmnamu (Tadbnuia 35).
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Tabmura 35
@DYHKITMS BHEIIHETO JbIXaHUS JIeTeH 2 MOATPYIIBI B 3aBUCUMOCTH

oT kuHu4eckoro cocrosuus, Me [QL; QU]

Knuanyeckoe coctosiHue OB®, % AP]l,, mxJx
Xopoiiee (N=6) 101,5[93,0; 113,5]* 0,038 [0,024; 0,065]
VY nosnerBoputenpHoe (N=2) 77,5 [60,0; 95,0] 0,193 [0,073; 0,313]
Cpenneti ctenienn Tsokectr (N=13) 75,0 [64,0; 80,0]* 0,265 [0,101; 0,294]
Tsokemoe (N=6) 45,0 [40,0; 54,01* 0,220 [0,168; 0,326]
p, kputepuii Kpackemna-Yommca 0,001 0,051

[Tpumeuanue: * - pa3nuuust MEXKAY TPYNIaMHA 3HAUUMBI

Ilo mepe HapacTaHWs BEHTWIALMOHHBIX HAPYIIEHH OTMEUYEHO MPOIPECCHBHOE
cHmkeHne cymmbl OaimoB no IIIIB, u uToroBas oueHka y OOJIBHBIX C TSKEIOU
OponxooOcTpykuueil Obuia Huke, yemM B npounx rpynmnax (Kpackena-Yomnnuca,
p=0,002), e€¢ menuana cocraBuna 37,5 [35,0; 40,0] 6amnoB. UMeHHO y 3THX OOJBHBIX

oTMmeuascs (PeHOMEH «ralieHus» 3ByKOBbIX curHaioB APJl, (pucyHok 28).

%

80 T

0
I :
50

ol . - ﬁ |

Baaa no mkaae lsaxmana-Bpacdnaaa
3
o

Hopma Jlerxas Vuepermas  Cpemmertxemas  Tokemag — © Miemana
[125%-75%
Taxecrs BH T Mim-Maxc.

Pucynox 28 — JIlunamuka utoroBoro 6amna no mikane [1IBaxmana-bpacdunna

B 3aBUCHUMOCTH OT CTCIICHU TsIOKCCTH BeHTHHHI_II/IOHHOﬁ HEOJOCTAaTOYHOCTH

B cooTtBeTcTBHU C BBIINICU3JIOKCHHBIM, II0 PE3yJIbTaTaM KJIMHUYECKOU OLICHKH

oosbHOro ¢ nomoinpto B y pebenka, HadpaBmiero 40 u MeHee OaljIoB, CJIEI0BAIIO
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OpeanoyiaraTb HajlWuue TSDKENOM OpOHXMaNbHOM OOCTPYKIIMH, OCOOCHHO MIpU
nosryaeHuu pe3yabTaToB KbOI', 6M3Kkux K HOpMaJIbHBIM.

Mexnay cymmor OamnoB 1o IIIIb w BenmwumHoit APJl, BbIsSBICHBI
OTpPHUIIATENIbHBIE KOPPEIALMOHHBIE CBSI3U cpenHeil cubl (kKoppensius CnupmeHa, =-
0,50, p=0,011). B oTtauyue oT CIMPOMETPUU, U OIlEHKA KIMHUYECKOTO COCTOSIHUS, U
nposenenre Kb®I™ 6pu1i BO3MOXKHBI Y JeTel Milajiie Bo3pacta 6 JeT.

Takum 00pa3zom, CTali0 BO3MOXKHO ONPEICIUTH 3aBUCHUMOCTH, IMO3BOJIIONIYIO
OLICHUTh CTENEeHb TSIKECTH OpPOHXHAIBHOW OOCTPYKIMU Y JETei, HECMOCOOHBIX K
MIPOBEICHUIO CIUPOMETPHUH, HA OCHOBAHUHN KIIMHUYECKOMN OLIEHKHU cocTosiHus o b
u BeauuuHbl AP/l mo manasim KbOI'.

MuHuManbHbI 00beM BBIOOPKU JJII TTOCTPOCHHS 3aBUCUMOCTH PACCUUTHIBAJICS
0 MPABHITY «0OJIBIIOT0 Naibla» U cocTaBuia 20 yenoBex.

st moctpoenust 3aBucumoctu nokazatens ODB; (A) ot 3nauenuit AP/, (B) u
6anbHo# onenke no B (C) moctpoena mMatpuiia BEIOOPOUHBIX KOPPEIAIMA MEXTY

yKa3aHHBIMU MOKa3aTeJIsIMU, TIpeACTaBleHHas B Tabuie 36.

Tabnuma 36
Martpuiia BEBIOOPOUYHBIX KOppeIsiiuii Mex 1y rnokazatensimu ODB; (A),

APJl, (B) u onenkoit mo mkane IlIsaxmana-bpacduna (C)

IToxazarenb A B C
A 1,0 -0,70 0,81
B -0,70 1,0 -0,50
C 0,81 -0,50 1,0

BrisBiiena oOpatHast cuiibHast cBsi3b nokasareneit O®B; u APJl,, a Takke npsiMas

cuiabHas cBA3b nokazareiaeit ODB; u onenku no HIIIE.

Onnako 3aBHCUMOCTh Mexay nokazarensimu OPB;, AP/, u ouenxoit mo b

oKazajniach 0oJsiee CI0XKHOM, 4eM MOKHO MPECTaBUTh JIMHEHHBIM ypaBHEHHEM. B cBsi3U

C 9TUM BE€Ch MACCUB JIaHHBIX OBLI pa3/ie/ieH Ha 2 YacTH:

1) mammenTer ¢ omenkor mo IIIB 40 m menee OGamioB (N=6); Marpuia

BBIOOPOUYHBIX KOPPEISIUN y 3TUX MALMEHTOB NpejacTaBieHa B Tadnuie 37. B cBs3u ¢
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teMm, yto b B nanHOM Cilydae JOBOJIBHO PUTHIHO OTPAKAJ COCTOSIHUE NMALMEHTOB,

a TaKKe B CBA3M C MaJbIM 00eMOM BBIOOPKH, otieHka 1o 1B He yuntsiBanace.

Tabmuma 37
Martpuiia BEIOOpOUYHBIX KOppessiiuii Mexay nokazarensimu OOB; (A), AP/, (B)

y HaIMEeHTOB ¢ olleHKo# no mkaie [1IBaxmana-bpachunna 40 u menee 6anmoB

Ilokazarens A B
A 1,0 0,49
B 0,49 1,0

BrisiBnena He3Haunmas npsiMasi CBSI3b CPEAHEN CHIIBI MEXAY nokaszateneM OPB,

u APJI,. HarnsimHo npoBeiCHHBIC N3MEHEHUSI IIPECTABICHBI Ha pUCYHKE 29.

é’_ 70
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>
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40 4
*
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0 T T T 1
0 0,1 0,2 03 0,4
APy, micJlk

Pucynoxk 29 — B3zanmocss3b nokazareneit O®B; u AP/, y nerei,

Habpasmmx 40 u Mmenee 6awtoB o mkane [lIBaxmana-bpachunna

IIpu uccnepoBanuu rpaduka odpamano Ha ce0d BHUMAaHHE, YTO 3aBUCHUMOCTH
Mexy nokazarensimu O®PB; u AP/, Hocuiia He TMHEHHBIN, a KBaIpaTUYHBIN XapakTep

(pucynok 30).
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APJL,, Mkl

Pucynox 30 — B3aumocssi3b nokazatreneit OO®B; u APJl, y nereii, nabpasmmx 40 u

MeHee 6autoB no mkane [lIBaxmana-bpacunna, ¢ noctpoeHueM JIMHUK TPEHAA

(mpuMeuaHue: UCTIOIb30BaH MOJIMHOM BTOPOM CTEIEHN)

B cBsizu ¢ BbIIIEyKa3aHHBIM, [Ji1 JaHHOTO OTpe3Ka Tpaduka MpearnosioKeHa

3aBUCUMOCTDB BHJa

A =nB*+mB +Kk, (1)

rae A — nokasarenbr ODB;, B — mokazatens AP/I,, N, M, K = ko3 urmeHTsI.

[Ipr mpoBeneHNM HENMHEHHOIO PErpECCHMOHHOTO aHAW3a HAWJCHBl 3HA4YCHUS

ko3 dunmrenToB N, M, K, uro npeacraieHo B Tadauie 38.

Tabmura 38

ITapameTpst Mozenn A = nB*+ mB + k

IToxazarenb 3HaueHue
n 1377,632
m -601,5289
k 101,776
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HckoMoe ypaBHEHHE BBITIIAAEIIO CICAYIOIUM 00pa3oM:

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

Ha pucynke 31 mpejacrtaBieHa auarpaMma OCTaTKOB JIaHHOM MaTeMaTHYECKOU
mozaenu. Kak BugHO M3 rpaduka, BCe 3HAYCHHUS IMOKaszaTelied ykiaaasiBaauch B 95%

I[OBCpHTGHBHBIﬁ HWHTCPBAJL.

Normal Probability Plot of Residuals

4,0
2,0 A

0,0 -

Residuals

20 ]

a0t
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Expected Normals

Pucynok 31 — JluarpamMmma oCTaTKOB MaTEMAaTHYECKON MOJECIIN 3aBUCUMOCTH
nokazarenss ODB; or AP/l,, npeacraBiieHHOW ypaBHEHUEM BHAA

A =1822,18B%-817,83B + 122,74

2) IMaumenTsl ¢ ouenkoit no I 6onee 40 6amnos.
Martpunia BBIOOPOYHBIX KOPPENSUA Il JaHHOM MOJArPYNIbl IMallMEeHTOB

npejcTaBiieHa B Tadsmie 39.

Tabmura 39

Matpuiia BEIOOpOYHBIX KOppemsiuii Mexay nokazatensimu ODB; (A), APJl, (B) u

orieHkou no mkane [lIBaxmana-bpachuna (C) y mauuentoB ¢ C 6omnee 40 Ganios

IToka3arens A B C
A 1,0 -0,89 0,64
B -0,89 1,0 -0,50
C 0,64 -0,50 1,0
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BrisBiiena oOpatHasi cuibHas CBsi3b MeXay mokazarenem ODB; u APJl,, a Taxxke
npsiMasi CBSI3b CpeiHer cuiibl Mexay nokazateneM ODB; u onenkoii o HIIIB. I'padux

3aBucuMocTH nokasarenst OPB; ot AP/l, npencrasiieH Ha pucyHke 32.
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0 01 0,2 0.3 0.4

APJI,, mx/lx
Pucynok 32 — B3zaumocss3b nokazareneit O®B; u AP/, y nereii,

HaOpaBmux 6osiee 40 6amnoB no mkane [IBaxmana-bpachunna

IIpu ananuze nanHoro rpadguka odpamano Ha ce0si BHUMaHUE, YTO 3aBUCUMOCTD
JIAHHBIX TIOKa3aTesell HoCUIa HETMHEHHBIN XapakTep. DKCIOHEHIINAIbHAS 3aBUCUMOCTb
TaK)K€ HETOUHO OTpakajla HalJIeHHYI0 3aKOHOMepHOCTh. M3 rpaduka Obl10 BUAHO, YTO
JTaHHasl KpUBasi UMeJa 5 3KCTPEMYMOB, IOATOMY ONTUMAJIBHBIM B IAHHOM cllydae ObUIO
UCITI0JIb30BAaHUE TTOJIMHOMHUATILHOM KPUBOU 6 cTeneHu (pucyHoK 33).

Mopgaensb 3aBucumoctd OPB; (A) ot AP/, (B) u ouenke no B MoxHO 06110

NnpeaACTaBUTh B BUAC YPABHCHUA

A=mB®+nB’+ kB*+ zB*+ xB*+ yB + pC +]j, (3)

rae A — O®By, B — APJl,, C — ouenka no mkane llIBaxmana-bpacumga, m, n, K, z, X,

Y, ] — K03 pHIHEHTHI.
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Pucynok 33 — Bzaumocss3b nokazateneit OOB; u AP/, y nereii, HaOpaBIImx
6oiee 40 6amos o mkajne [lIBaxmana-bpachunma, c mocTpoeHHEM JTMHUN TPEHIA
(mpuMevaHue: UCTI0JIb30BAaHbI TPEHIbI: JIMHEHHBIN, SKCITOHECHIIMAIBHBIMN,

MOJIMHOMUAJILHBIN 6 CTEIIEHN)

[Ipn mpoBeneHNM HENMHEHHOIO PErpECCHOHHOTO aHAIN3a HAWJCHBl 3HAYCHUS

ko3 dunmentoB M, n, K, z, X, y, J, uto npeacrasieHo B Tabmuiie 40.

Tabmuma 40

apamerpst Mmogenn A = mB®+ nB°+ kB*+ zB®+ xB?+ yB + pC + j

IToxazarenb 3HaueHue
m -4325460
4354851
-1713726
326601,2
-29544,15
874,33
0,26
81,7

— O < | X [N |X|D

Hckomoe ypaBHEHHE BBITIISILIO CICTYIOMIUM 00pa3oM:
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A = -4325460B° + 4354851B° - 1713726B* + 326601,2B> - 29544,15B* + (4)
+874,33B + 0,26C + 81,7

Ha pucynke 34 npencrasiieHa AuarpaMma OCTaTKOB JaHHOW 3aBUCHMOCTH.

Normel Prabatility Plot of Resiouals

Residuals

Pucynoxk 34 — JluarpamMmma OCTaTKOB MAaTEMATUYECKOW MOJEIN 3aBUCUMOCTH
nokazarenss ODB; ot AP/, npencraBieHHON ypaBHEHUEM BUAA
A = -4325460B° + 4354851B°-1713726B" + 326601,2B° - 29544,15B° +
+874,33B + 0,26C + 81,7

Kak BumHO wu3 pucyHka 34, NOpakTHYECKH BCE 3HAYEHUs IIOKa3aTelen
YKJIIaIbIBAOTCA B 95% OBEpUTENBHBIA HHTEPBAI.

Ha ocHoBe coueranusi maremarnueckux wmojenedt (2) u (4) Obula cosnanHa
KOMITbIOTEpHasi ~ mporpamma  Prognosis  (cBuaeTenbcTBO O TOCYIAApCTBEHHOM
perucTpaly NporpaMMbl JIJisi DJIEKTPOHHO-BBIYUCIUTENbHBIX MamuH No2018616255),
MO3BOJIAIONIAA MPOrHO3UPOBaTh BeauunHy O®PB; B 3aBUCMMOCTH OT KJIMHUYECKOTO
cocrosiHug pebenka u pesynbratoB KBOI'. OnepallmoHHblEe XapaKTEPUCTUKU
MPOTPaMMBbI XapaKTEPHU30BAIH Pa3pabOTaHHYI0 MOJENbh KaK XOPOIIyio: KO3(PhHUIIMEHT
nerepMuHanuu coctaBusl 0,88, cpemHsis OTHOCUTENIbHAs ONIMOKA anMpPOKCUMAIMM —
7,3%.

Amnpobarus pa3paboTaHHOM MPOTHOCTHYSCKOM Mojenn Obuia mpoBeacHa B 2017

roagy Ha Oase IMYJIbMOHOJIOTHYCCKOI0  OTACIICHHA 6IOJI)KCTHOFO YUPCIKIACHUA
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3npaBooxpaHeHus: Omckoit obmactu «OOnacTHasi MeTcKas KIMHUYECKas OOJIbHUIIA»
ropoga Omcka. B uccnenoBanue ObL1o BKIIOUEHO 23 pebenka ¢ MB crapuie 6 ner, u3
HUX 3 B niepuojie 000cTpeHus 3a00JIeBaHUs IO OPOHXUTUUECKOMY THUITY.

3a 8 wacoB nm0 mpoBeneHUs (GYHKIMOHATHHBIX TECTOB HCKIIOUAJCS TMPUEM
npenaparoB OpOHXOAWIATUPYIONIETO JecTBUs. B eHb 00cieqoBaHus HA OCHOBAHUU
coopa aHaMHe3a, KIMHUYECKOTO OOCJEOBaHUS M PE3YJbTaTOB JYYEBBIX METOJI0B
JTUArHOCTUKU (peHTreHorpadus opranoB rpyaHoi kietkun wuian MCKT  nerkux)
cocTosiHhe peOeHKa OlleHHMBaIOCh B cooTBercTBuM ¢ Kputepusimu B, [danee
POBOAMIIACH PErHCTpalysl CIIOKOMHOTO JAbIXaHHWA MAIMeHTa ¢ MOMOINBI0 TMpubopa
«ITATTEPH-01», mo 3aBepmienun Kb®I' BeImonHsAIACH COUPOMETPHUS, MPOTOKOI
KOTOPOM HCCJENOBATENb MOJy4all TOJBKO IIOCIE BBIYMCICHUS NPEACKA3aHHOU
BennunHbl ODB;.

[Ipu 3amycke mporpaMMbl OTKPBIBAJIOCH JTUAJIOTOBOE OKHO, B IOJSI KOTOPOIO
BBoawINCh 3HaueHus AP/, u onenka no IIIIB. [Ipu HaxkaTUX KHONKU «pPE3yIbTaT» B

CIIEIUAJIBHOM T10JI€ TIOSIBIIsIach paccunTanHasi BenuunHa ODB; (pucyHok 35).

Prognosis = O X
O nporpamme

lMNporpaMMa aAnA oueHKW QYHKUWH BHEWHErD
OBIXaHWA ¥ AeTed C MyKOBMCLMAO30M.

APO2 0,129 rMxflx

OueHka No wKkane
lleaxmana-bpacdwnena 40 -

oos: x

-
3HaKOB Nocne 3anAToil: o =

PaccumTtate

Ouncnme Bewon

Pucynok 35 — JlnajaoroBoe OKHO KOMITBIOTEPHOM TIporpaMmmbl Prognosis

HopmanbHble pe3ynbTaThl cnupoMeTpuu ObUM mosydeHsl y 8 nereit, APJl, B
nanHoi rpynne 0611 MeHee 0,2 Mx/[x. OOCTpyKUHUs pa3IuyHON CTENEHU TSKECTH Obliia
ycTaHoBieHa Yy 15 OONbHBIX, W3 HHUX B & Cly4yasX HApyIIEHUS BEHTWISALNU

noAaTBepAuInCh 1Mo AaHHbIM KB®I'. Takum 00pa3om, AMArHOCTHKA BEHTUJISIIMOHHON
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HEJIOCTATOYHOCTH HUCKIIOUUTENbHO MeTogaoM KB®I' umena vyBcTBUTENBHOCTH 55%,
npu coxpanernu 100% crenupuyanoctu. OO6padboTKa MOITYYEHHBIX JAHHBIX C IIOMOIIBIO
Prognosis yayumwia uyBctBUTeNbHOCTE KB®IT mo 80%, COKpaTHB KOJIMYECTBO
JIO’)KHOOTPHUIIATEIBHBIX PE3yJBTATOB 70 TpeX. Bce cimydan J0KHON MMAarHOCTUKA OBLITH
CBSI3aHbl C HAJIMYHUEM Yy JIETEH JIETKMX BEHTWISLIMOHHBIX HAapyLICHUH, KOT/1a MUMEJIOCh
HE3HAYUTEIBHOE OrPAHUYEHUE SKCIIMPATOPHOTO MOTOKA, HE MIPUBOSAIIEE K 3HAUNMOMY
YCWICHHIO TYpOYJICHTHBIX TMOTOKOB W moBbImeHWIO APJ[,. He Oplio momydeHo Hu
OJIHOTO clly4asi ommMOOYHON mHTepnpeTanuu pe3yiabTratoB Kb®DI' y nereit ¢ Tspkenoin
OpOHXO000CTPYKIIUEH.

JIJIsl OLIEHKM KadecTBa MOJyYEHHOW MPOTHOCTUYECKON MOJENU Oblila MOCTPOEHA
ROC-kpuBast B ynunen3uonHoi nporpamme NCSS2004 (pucynok 36). Ilnomans mon
KpuBoi coctaBuia 0,91753, 4To CBUIETENHLCTBOBAIO 00 «OTIMYHOM» KaueCTBE MOJIEIH.
UyBCTBUTENBHOCTh MPEAJIOKEHHOW MPOTHOCTHYECKOM Moaenu coctaBuia 80%,

cnenuduarocts — 100%.
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1-Specificity
Pucynok 36 — ROC-kpuBas AuarHocTUYeCcKoi cnocoOHOCTH
HEJIMHENHOW PErpecCUOHHON MOJIENU MPOorHo3a BeanuuHbl ODPB;

y AETEU C MyKOBUCLIHIO30M

Ilomy4yeHHass NPOrHOCTHYECKAass MOJENb I103BOJIMJIA OIPEAEIATh PACUYETHYIO
BeanunHy OB®; Ha MoMeHT oO0cienoBaHUs, YTO HCKIIOYAIO OIIHOOYHYIO

uHTeprnperaunio pe3ynbraTtoB Kb®I' m Tem caMbIM MOBBIIATIO YyBCTBUTEIBHOCTH
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Merona. B 3aBucuMocTH OT mpencka3zaHHbIX 3HaueHHii O®DB; ompenpensanace cTeneHb
TSOKECTH  BEHTWIALIMOHHBIX HApYIICHWH Yy pebdeHka, U TMpU HEOOXOJIUMOCTH
MIPOBOJIAJIACH KOPPEKIIUS TEPAIIHH.

Takum  00pa3oM,  YCTAHOBJIEHO  HajJW4YM€  CHJIBHOM  OTPHUIATEIbHOU
KoppenaiuoHHon cBsizu Mexay ODB; u APJl,. B3auMocCBsA3b JaHHBIX MOKa3aTelen
MMEJla HEJMHEWHBIM XapakTtep. JlONMOJHUTENbHBIA YUET KIMHUYECKOTO COCTOSTHUS
oonpHOro ¢ wucnosb3oBanuem B mno3Boaun pa3zpadoTaTh MNPOrHOCTUYECKYIO

MOACIIb, O6Ha,ZIaIOHIYIO BBICOKOM YYBCTBUTCIBHOCTBIO U CHGHI/I(l)I/IIIHOCTBIO.
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KIIMHUYECKHUE ITPUMEPDBI

Kimmanuecknii npumep Nel.

bonsnas b., 7 ner.

OCHOBHOH JMarHO3: MYKOBUCIHO03, JIETOYHO-KHUIICUHAss (opMa: XpOHUYESCKUN
OpoHxuT, TeueHue. JlpIxaTenbHas HEAOCTATOYHOCTh | cremeHu. XpoHHUYEcKas
MaHKpeaTuyecKasi HeJJOCTaTOYHOCTh. | enaros.

MukpoOHOoIOrHIeCKUi TarHo3: «cBoOoaHas» ot P. aeruginosa.

I'enetnueckuii quarnos: F508del / F508del.

Oco)KHEHUA: XPOHUYECKUI TUNIEPINIACTUYECKUN TAHCUHYUT, TeueHue. [lomumbl
Hoca. 3ajiepKKka (PU3UIECKOTO Pa3BUTHS.

XKanoObl: Kamienb OT CyXOTO HEHaBA3YMBOTO JI0 MAaJIONPOIYKTUBHOTO C
OTXO0XJIEHHEM OeoBaTOM MOKPOTHI 10 10 MJI, IPEeMMYIIECTBEHHO B YTPEHHHUE Yachl U
BEUEpPHEE BpEMs, IMOCJE MPOBEICHHS HWHTAIALMNOHHOW TEpanuyd WM KUHE3UTEpaluu;
OJIBIIIIKA TIPU BBIPAKEHHOU (PU3MUECKOI HArpy3Ke; 3aTpyAHEHUE HOCOBOTO JbIXaHMUS.

Juarno3 MB yctaHoBieH B 2 Mecsla XU3HUM HA OCHOBAaHUU IOJOKUTEIBHOTO
HEOHATAJIbHOTO CKPUHUHIA U JABAXIbl MOJOKUTEIBHBIX PE3YJIbTATOB IMOTOBOI'O TECTA.
Jlnarno3 nmoaTBEp KIEH FeHETUYECKH.

Yactora oboctpenuii 0-1 pa3 B roj, ¢ ydalieHHEeM Kalulsd U yBEJIMYCHUEM
MPOAYKIIUM MOKPOTBI, CHIDKEHHUSI TOJIGPAHTHOCTH K (DU3UYECKUM HarpysKam,
JUXOPAJIKOM, ayCKyJIbTAaTUBHO TMOSBIISIIOTCS BIXKHBIC pa3HOKAIMOEPHBIE XPUIIHI.

Oo6mbektuBHO: Temmneparypa 36,4°C, yactora npixanus 22 B MUHYTY, mynbe 100 B
MunyTy, SPO; 99%. CocrosHue 1o 3a00J€BaHUIO CpEIHEH CTENEHU TAKECTH.
TenocioxeHus: MPaBUILHOTO, MUTAaHUS MOHUAKEHHOTro. OBIIIKU MPU OCMOTPE HET.
KoxHbIi1 MOKpoB 0JieTHO-pO30BbIH, UnCThIM. [ogK0XKHO-)KUpOBasi KJeT4aTKa pa3BUTA
cnabo, pacmpeneneHa paBHoMepHO. Cnm3ucTas 3aqHEed CTEHKHW TJOTKH CJIerka
TUIIEPEMUPOBAHA, pa3pbIXJeHa, HaJIETOB HET. HocoBoe JibIxaHue YMEpPEHHO 3aTPyIHEHO

c 00eux CTOpOH, MPU PUHOCKOMUU — YMEPECHHBIM OTEK CHHIONIHON CIM3UCTOM,
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OTIENIeMOE CKyIHOE CBeTyIoe. ['pyqHas KieTka IInHapudeckoit popmel. [lepkyTopHo
HaJ[ JIETKUMH 3BYK JIETOYHBIA. AYCKYJbTaTUBHO B JETKUX JbIXaHUE YMEPEHHO
0CJIa0JICHO, MPOBOAMUTCS OJMHAKOBO BO BCE OTEJNbI, XPUIIOB HET. TOHBI cep/lia SICHBIE,
pPUTM TpaBUIbHBIA. JKHUBOT OOBIYHBIX pa3MepoB, MsTkuii, O6e3001e3HeHHbIN. [ledeHnb
+1,0 cm. u3-niox kpas pedbepHoit nyru. Cenezenka He yBenuueHa. Ctyn 1-2 pasza B JieHb,
o OpMIICHHBIN, HEXUPHBIA. MouencmyckaHue He HapyIICHO.

®dusnueckoe pazBuTe: poct 119 cm (kputepuil «pocT K BO3pacTy», NEPUEHTUIb
54,3), Bec 19 kr (KpuTepHil «Bec K BO3pacTy» He paccumtsiBaics), UMT 13,4 kr/m®
(xputepuit «IMT», nepuentuis 8,5). 3akioueHue: 3aaepxkKa GU3NIECKOro pa3BUTHS,
HU3KHAN BEC.

Croupometpust: KEJI 96%, OXKEJI 89%, ODPB; 89%, IICB 96%. 3akntoueHue:
BEHTWISILUOHHASI HEJJOCTATOYHOCTh HE 3apETrUCTPUPOBAHA.

Kowmmnbrotepnas O6ponxodonorpadus: AP, 117,99 mx/lx, AP, 0,075 mxx,
APJl3 1,715 mx/Ix. 3axirodeHue: MOBBIIIEHUE AaKyCTHYECKOTO KOMITOHEHTa paboThl
JbIXaHWd B HHU3KOYaCTOTHOM JHamna3oHEe, YTO CBUAECTENBCTBYET O HapyLICHUU
IIPOXOIMMOCTH BEPXHUX JbIXaTEIbHBIX IIYTEH.

MCKT opraHoB TrpyIHOH KIETKH: TMPU3HAKK XPOHHUYECKOrO0 OpOHXHTA.
[IneBpocniacuHble U3MEHEHUSI MEPEAHETO KOCTHO-AHAa(parMagbHOrO CHHYyCa CJIeBa U B
S5 cmpasga.

MCKT npuaatoyHbIX ma3zyx HOCA: NPU3HAKU TMIEPIUIACTUYECKOTO MTAHCUHYUTA.

OcMOTp OTONAPHUHTOJIOTA: XPOHHUYECKUW THUNEPIUIACTUYECKUM TMOIUIO3HBIN
MAHCUHYCHT.

Knununyeckas onenka no mkane [lIBaxmana-bpacunna: obmias akTUBHOCTh 25
OaoB, KiIMHHYeckue mokaszarenu 20 OamioB, (u3Myeckoe cocTosHue 15 Oaiios,
peHTreHonorunyeckue usmenenus 20 6amion. Mtoroseriit 6amn — 80.

I[To pe3ynbTaTaM KOMIBIOTEPHON 00paOOTKH MOJYyUYEHHBIX PE3YJIbTATOB C YUETOM
utoroBoro Oamia mo mkane [1IBaxmana-bpacdwmina un Benmuuunsl AP/l, npenckazannas
BenmurHa O®B; cocraBuia 95%, no manHeIM crimpoMeTpuun 3apeructpupoBan OPB;

89%. I[penckazannpiii pe3ynbrar Kb®I™ npeanonaraet HopMaabHYIO QYHKITHAIO JIETKUX.
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Kinanueckuii npumep Ne2

bonwHolt M., 13 ner.

OCHOBHOM JMarHo3: MyKOBUCLUIO03, JIETOYHO-KUIIEYHAss Qopma: XpOHUUECKUN
OpoHxuT, TeueHue. bponxoskTa3zel 000oux nerkux. IIHeBMOduOpo3. [IpixaTenpHas
HejpocTaTOYHOCTh | cremeHn. XpoHuYeckass NaHKpeaTHyecKas HEJOCTaTOYHOCTb
TSDKEJION CTENEHMU. ['ernaro3 XonecTaTuyecKui.

MukpoOHoIornYecKuii MarHo3: XpoHndeckas nHpeknus P. aeruginosa.

I'enernueckuii nuarno3: F508del / CFTRdele2,3(21kb).

OcloXXHEHUs: BTOpUYHAs THIEPPEAKTHUBHOCTh TPEXEOOPOHXUAIBHOIO JIEPEBA.
Jlerounas runeprensus | crenenn. XpOHUUYECKUN NBYCTOPOHHUN THIEPIUIACTUYECKAN
NAaHCUHYUT, TeUeHHE. 3a1epKKa PU3NUECKOTO Pa3BUTHSL.

XKanoObl: NPOAYKTUBHBIN Kalllellb B TEUEHUE JHS C OTXOXKACHHEM 0Koio 140 mi
3€JIEHON MOKPOTBHI, IPEUMYLIECTBEHHO B IIEPBYIO ITOJIOBUHY JIHA I1OCJIE UHTATALMOHHON
TEpanuy U KUHE3UTEPAIuU, HOYHOIO KalllIsl HET, OABILIKA IPU YMEPEHHON (PU3UYECKOM
Harpy3Ke, He3HaYUTENIbHOE 3aTPyTHEHHE HOCOBOTO JIbIXaHUSI.

Huarno3 MB ycraHoBieH B 4,2 rofa Ha OCHOBaHUM KJIIMHUYECKUX IPOSIBJICHUN U
MBIl TMOJOXKUTEIBHBIX pE3yJIbTaTOB MOTOBOrO TecTa. J[narHo3 moATBEpKIEH
TE€HETUYECKHU.

[TosyyaeT MHraJsSUOHHYI0 aHTHOAKTEPHAJIbHYIO TEpanuio TOOPaMHUIIMHOM IIO
cxeme (28 gHell mpueM mnpenapara, 28 AHEll nepepsiB, B roj 6 KypcoB), Ha 3TOM (poHe
KpaTHOCTb OOOCTpeHuil coctaBisier 2-3 pa3a B TOA, MPU HACIOCHUU BUPYCHOU
uHpeKIu.

O0bexTuBHO: Temneparypa 36,4°C, yactora abixaHust 24 B MUHyTY, myjisc 112 B
MunyTy, SPO, 95%. CocrosiHne mo 3aboneBaHuio Tspkenoe. HapyiieHune ocaHkw,
0oukooOpa3Has aedopmaiysi TPyJHOM KIETKM C Pa3BepHYTOM HUKHEH amepTypoil.
Oppimiku B mokoe Het. Koxa OrnenHo-po3oBasi, nepuopourtanbabie TeHH. [loakoxxHo-
KUPOBasi KJeTyaTka pa3BuTa ci1abo. BeipaykeHbl MpU3HAKU XPOHUYECKOW TMIIOKCUU B
BUJIe JedopmManuu HOTTEBBIX (aJlaHr MO THUIY «YacOBBIX CTEKO». Bujaumbie
CIIM3UCTBIE YHUCTHIC, sI3bIK reorpaduueckuil. HocoBoe fpixaHne HECKOJIbKO 3aTpyIHEHO,

IIPU PUHOCKOIIMM YMEPEHHBINA OTEK CIM3HCTOW CO CKYIHBIM CIIU3UCTBIM OTAECISEMBIM.
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[Tpu nepkyccuu Ierkux — KOPOOOUHBIN MEPKYTOPHBIN 3BYK. [Ipu aycKyabTaIuu JIerkux
JIBIXaHUE OCJA0JIeHO, MPOBOJUTCS PABHOMEPHO, XPHUIIBI B YMEPEHHOM KOJUYECTBE
BJIQXKHBIE PA3HOKAJIUMOEpPHBIE MO TMepeaHed U 3aJHel MOBEPXHOCTH C O0EUX CTOPOH.
ToHpl cepama sCHblE, PUTM NpPaBUIbHBIA. JKHMBOT mnpH najnbnauuyd MSTKUU,
0e30ose3neHHbid. [lewens +1,0 cM u3-moj kpas peOepHOl ayru, cele3eHKa He
nansnupyerca. Ctyn 1-2 pa3za B cyTku, opOpMIICHHBIN, HEKUPHBIA. ModencnyckaHue
HE HapyUIEHO.

duznueckoe pazBuTue: pocT 147 cM (KpUTepuil «pocT K BO3PACTY», MEPLIECHTUIIb
10,9), Bec 31,5 kr (KpuTEpHii «BeC K BO3pacTy» He paccuntsiBaincs), UMT 14,6 kr/m°
(xputepuii «MIMT», nepuentuns 1,1). 3akinrouenue: 3aaepxka GU3MUECKOTO Pa3BUTHS,
HU3KUH POCT, OUEHb HU3Kasl Macca Tena.

Cnupomerpusi: XKEJI 73%, OKEIT 60%, ODB; 45%, 1ICB 55%. 3akmouyeHue:
BEHTWISILIMOHHAS HEJAOCTATOYHOCTh KOMOMHUPOBAHHOTO THIIA, C MpeoldiiajaHueM
OOCTpYKLIUH, TSKETas!.

Kommnbrorepnas Oponxodonorpadus: AP/; 118,1 mx/lx, AP, 0,169 mx/[x,
APJl; 3,049 mk/lx. 3akirodeHue: MOBBIIICHUE aKyCTHYECKOTO KOMIIOHEHTa pabOThI
JbIXaHWSd B HHU3KOYAaCTOTHOM JMana3oHEe, YTO CBUAETEIBCTBYET O HapYILIECHUU
IIPOXOIUMOCTH BEPXHUX JbIXaTEIbHBIX MYTEH.

MCKT opraHoB TpyIHOW KJIETKH: TPU3HAKA XPOHHUYECKOTO OpOHXHTA,
JIBYCTOPOHHUX OpPOHXO3KTAa30B C MpPHU3HAKAMHU TMEPUOPOHXHUOJIIPHOTO BOCHANIECHUS B
CpEIIHEH J0JI€ CIpaBa, HEPABHOMEPHOM NHEBMATHU3AIMUA JIETOYHOW IAPEHXUMBI KaK
MPOSIBJIICHHS] OPOHXOIYJIbMOHAJIBHON OOCTPYKUHH, €AUHUYHBIX MJIEBPOITYIbMOHAIBHBIX
TSDKEH.

MarautHo-pe30oHaHCHasE ToMorpadusi TOJOBHOTO MO3ra: TOJOBHOM MO3r 0e3
CTPYKTYPHBIX U3MEeHEeHUH. [[pu3HaKy THNepraacTHYeCcKOro NoJMCUHYHTA.

OcMOTp OTOJTAPUHTOJIOTA: XPOHUYECKUI THIEPINIACTUYECKUI TAHCUHYCHT.

Knunanueckas omenka mo mkane [lIBaxmana-bpachunga: obmas akTuBHOCTH 15
O0ayioB, kiauHUYeckue mokazatenu 10 Oamio, dusnueckoe cocrosiHue 10 OaIoB,

pPEHTreHONIOrnYecKue n3MeHeHus 5 6amtoB. Uroroserii 6amr — 40.
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[To pe3ynbpraramMm KOMIBIOTEPHON 00paOOTKU MOTYYEHHBIX PE3yJIbTATOB C YIETOM
uToroBoro Oamna mo mkane llIBaxmana-bpachunga u Benmuunasl AP/l nmpenckazannas
BenmurHa O®B; cocraBuia 39%, no naHHbIM cimpoMeTpuu 3apeructpupoBan OPB;
45%, 94TO COOTBETCTBYET TSKEIOW CTENEHN BEHTUISIIMOHHON HEIOCTATOYHOCTH.
[IpumeHeHue MNpeAsIoKEHHOTO  Ccroco0a  JUArHOCTUKU  OOCTPYKTUBHBIX
HapylmeHud (YHKIUNA BHENIHErO JbIXaHUS TMMO3BOJMIO H30€XaTh ONIMOOYHOU

uHTEepnperanuu pe3ynbraToB Kb®I' B 1aHHOM KIMHUYECKOM Cilydae.

Kimmangecknit npumep Ne3

bonwuag I11., 3 roga

JlarHo3 OCHOBHOM: MYKOBUCILUIO3, JIETOYHO-KUIIEYHAs (opMa: XpOHUUECKHIA
OpoHxHT, TeueHue. JlpIxaTenbHass HEAOCTATOYHOCTh | crenmeHu. XpoHHUYECKas
MaHKpeaTU4YecKasi HEJOCTATOUHOCTh TSDKEJIOW CTeNeHu. | enaros.

MHuKpOOHOIOTHYECKHI TUArHO3: HHTEPMHUTTUPYIOIIHI BbiceB P. aeruginosa.

['enetnueckuit muarno3: F508del / HemsBecTHast MmyTanusi.

OcnoxHeHue: neroyHas TUIepTeHsus | creneHu.

XKanoObl: penkuil MalONpPOAYKTHBHBIM Kallellb B TEYEHHE [IHA, MOKPOTY
CTJIaTHIBAET, OJIBIIIKA TPU BBIPAXKEHHOW (PHU3MYECKON Harpy3ke, HU30HpaTEIbHBIN
anreTur.

Jnarno3 MB BpicTaBieH B 1,5 Mecsiia Ha OCHOBAHMHU ITOJIOKHUTEIbHBIX
pE3yJAbTAaTOB HEOHATAIBHOTO CKPUHUHIA U JIBAXKIbI MOJOKHUTEIBHOTO MOTOBOTO TECTA.
JInarno3 noaTBEpK/IE€H T€HETUYECKU.

Yactota oboctpenuit 0-1 pa3 B roj, C ydyalleHHWEeM Kalulsl U YBEJIUYECHHUEM
MPOIYKIIMA MOKPOTHI, CHIDKCHUSI TOJICPAHTHOCTH K (PU3UYECKHM Harpy3KaMm,
ayCKYJIbTaTUBHO MOSBISIOTCSI HEMHOTOUHCIICHHBIE BIAXKHBIE PA3HOKATUOEPHBIE XPUIIBI.

Oo6bektuBHO: Temreparypa 36,6°C, yactora IbIxaHust 22 B MUHYTY, IyJbc 125 B
MunyTy, SPO; 99%. CocrosiHue 1O 3a00J€BAaHUIO CpPEIHEH CTEMEHU TSKECTH.
JIBuraTenbHas aKTUBHOCTH MoBbllIeHa. Onapliku npu ocMmorpe HeT. Koka OnemHo-
pO30Basi, B MPaBOil MaxoBOW 00JIACTH MOCIEONEPAMOHHBIN pyOell mociae yCTpaHSHUS

MMaxXOBOM TPbIKU. [10KOXKHO-)KUPOBasi KJIIETYATKA Pa3BUTa JOCTATOYHO, PACIPEICIICHA
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paBHOMepHO. HocoBoe npixaHue CBOOOJHOE, MPU PHUHOCKOIUU OTEK CIM3UCTOM He
BBIPAKEH, OTIENseMOro HeT. He3HauuTenbHas THIEpeMHs 3aJHEW CTEHKHU TJIOTKA M
HEOHBIX MuHIaNUH. ['pyaHas kierka uuiaMHApUYeckod Qopmel. [IpusHakos
XPOHMYECKOM THUNOKcuu HeT. lIpum mepkyccum nerkux — nerodnsld 3ByK. [lpwm
ayCKyJbTAllMH JIETKUX JBIXaHUE )KECTKOE, IPOBOAUTCSA PABHOMEPHO, XPUIIOB HET. TOHBI
cep/ilia SICHbIE, pUTM MPaBWIbHBIN. JKUBOT MITKUM, NpU Majnbnauuu 6e3001€3HEHHBIN.
[Tegens +1,0 cm m3-mox kpast pedbepuoit myru. Cenesenka He nampnupyercs. Ctyn 2-3
pasa B JieHb, 0(OpMJIICHHBIN, HEKUPHBIN. Mouencimyckanue cBOOOIHOE.

dusnueckoe pa3BUTUE: POCT 98 cM (KpUTEpUN «POCT K BO3PACTY», MEPIIECHTUIH
19,1), Bec 14,4 kr (kpuTepuil «BeC K BO3pacTy», MepleHTWIb 28,0). 3akitoueHHUE:
¢uznyeckoe pa3BUTHE HOPMAJIbHOE.

Kommnbrorepnas Oponxodonorpadus: AP/; 14,81 mxlx, AP/, 0,013 mx/[x,
APJl; 0,559 wmx]/Ix. 3akitodeHHe: aKyCTHUYECKHHW KOMIIOHEHT paOOThl JbIXaHUS
COOTBETCTBYET HOPME BO BCEX YACTOTHBIX JUAIA30HAX.

MCKT opraHoB rpyaHOM KIETKH: HEPABHOMEpHAs IHEBMAaTH3ALMSA JIETOYHOU
TKAaHU C IBYX CTOPOH.

VYAbTpa3ByKoBO€ HCCIEAOBAHME NPHIATOYHBIX MA3yX HOCA: IMHEBMAaTU3aLUA
MPUIATOYHBIX MTA3yX HOCA HE U3MEHEHA.

Knunnueckas onenka mo mkane [lIBaxmana-bpachunga: obmas aktuBHOCTH 20
O0ayioB, kKiauHUYeckue mokazatenu 20 Oamwio, dusnueckoe coctosiHue 20 OaIIOB,
peHTreHonornyeckue n3menenus 20 6amios. Utorossrit 6amt — 80.

ITo pe3ynbraramM KOMIBIOTEPHONH 00paOOTKHU MOITYYEHHBIX PE3YIbTATOB C YUETOM
utoroporo 6amna no mkane IlIBaxmana-bpacdunna u Benuuunsl AP/l npeackazannas
BenuunHa ODB; cocraBmiia 110%, 9To npeamnogaracT HOPMAIbHYIO (PYHKITUIO JIETKUX.

[IpuMeHeHrne MNpeAIoKEHHOro  crnoco0a  JUAarHOCTUKKM  OOCTPYKTHUBHBIX
HapymieHn# (YHKIUN BHEIIHETO JbIXaHUS MO3BOJIMIO MPOBECTH KOJIHMYECTBEHHYIO
OIIEHKY COCTOSIHUS (DYHKIIUU JIETKUX y peOeHKa, HE CIOCOOHOr0 K MPOBEIACHUIO

CIMPOMETPUHU B CUITy BO3paCTa.
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3AKJIFOYEHUE

MB sdaBnsieTcds OIHMM W3 CaMbIX pACIPOCTPAHECHHBIX HACIIEICTBEHHBIX
3a00JIeBaHUN y JIMI] €BPOMEOUJIHOM pachl, MPU €CTECTBEHHOM TEUEHUU KOTOPOTrO
CMEpTh HACTyIaeT B paHHeM Bo3pacte. COBPEMEHHOE COCTOSIHUE MEAUIIMHCKOW HayKu
MO3BOJISIET OCYIIECTBISATh YACTUYHYIO IMATOI€HETHUYECKYI0 KOMIICHCAIMIO (PYHKITUN
MOPaKEHHBIX OPraHOB M cucteM [49], uTo peasm3yeTcss B 3HAYUTECILHOM YBEITUUCHUHN
MPOIOIKUTEILHOCTH JKU3HU, JOCTUTaloNIeH B pa3BUTHIX cTpaHax 40 u 6osee et [139,
163]. OTnanieHHblil ycriex TeparneBTUYECKOTO BO3AECUCTBUSL ONPEAEIISIETCS MHOXKECTBOM
(akTOpOB, OJHUM W3 KOTOPBIX SIBISETCS Bpemsi Hadaia jedeHus. Ilpu MB sto
npuoOpeTaeT oco0oe 3HAaYCHUE, YUYUTHIBas MPEUMYIICCTBEHHOE BOBJICUEHUE B
MaTOJIOTUYECKUI TIpoliecc OpraHoB JeixaHus [92, 158]. YcraHoBieHO, 4YTO Yyxke
BHYTPUYTPOOHO y O0JIbHBIX MB peructpupyroTcsi MOBBIIIEHHBIE KOHIIEHTpAaIluu
MIPOBOCHATUTEIBHBIX ITUTOKUMHOB [289]. CrieacTtBuemM HapylieHHS padOTHl XJIOPHOTO
KaHaja, MOBBIINIEHHOTO O0pa3oBaHUsI MEIUATOPOB BOCHAJEHUS JaXe B OTCYTCTBHUE
WH(DEKIIMOHHOTO TpoIlecca, TMOBBIIIEHHOW CEKpelud MyIuHa OOKaJIOBUIHBIMU
KIeTkaMu W Haimuums BHekierouHor JIHK saBasercs oOpasoBaHue OOJIBIIOTO
KOJIMYECTBA YPE3MEPHO BSA3KOW MOKPOTHI, KOTOpasi MEPEKPhIBACT MPOCBET MEIKHUX
neIXaTenbHbIX myTed [72, 158, 160]. Hacnmoenme mnaTtoreHHONW MHKPO(IOPHI
CIIOCOOCTBYET OKOHYATEIHHOMY (DOPMHUPOBAHUIO MOPOYHOTO KPyra «BOCHAJIICHUE —
oOcTpykiuss — wHpekmms» [49]. PesynmpratoM  BO3AEHCTBHS ~ XPOHUYECKOTO
WH(DEKITMOHHO-BOCTIAJIUTEIHHOTO TPOIIECCa SBISCTCS MPOTPECCUPYIONIEe TOBPEKICHUE
aHATOMUYECKUX CTPYKTYp OpOHXHMAJIBLHOTO JepeBa C pa3BUTUEM HEOOpaTUMOU
OOCTPYKITMU OpOHXOB, YTO KIWHUYECKH TPOSBISETCS HEYKIOHHBIM HapacTaHHEM
JbIXaTeJIbHOW HesocTaTouHoCTH [250].

[TopaxeHnue opraHoB JbIXaHHUSI OCTACTCS JIMAMPYIOIMIEH MPUYMHON CMEpPTH TNpHU
MB [139, 163]. Cpeau MHOkKECTBA TUArHOCTUYECKUX TECTOB CIIUPOMETPUS SIBIISIETCS

BCAYIIMM MCTOJOM, IIO3BOJIAIOIIMM OLCHHUBATH TSXKCCTH PCCIIMPATOPHOIO CHHAPOMA.
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3nauennss ODB; B mpoleHTax OT HOPMBI HCIOIB3YIOTCA KaK CIOCOO0 MOHWUTOpPUHTA
JETOYHON (YHKIMHM, a TEeMIl exerogHoro cHikeHus O®PB; paccMmarpuBaeTcs Kak
dbakTop, NpeHONpeNeAomMUil CMEpTHOCTh OoNbHBIX [92, 285]. HepoctaTkoMm
UCCIICIOBAHUSI SABJISIETCS HEBO3MOXKHOCTh €ro MPOBEJACHUSA y JeTed mutanmie 5-6 et
KU3HM HW3-32 OTCYTCTBHSI KOOIEpallMd MEXIy MalMeHTOM, MPUOOPOM U BpauoOM.
Haumnast ¢ ceMuIecaTbIXx TrOJOB MPOIUIOTO BeKa BEIETCS aKTHUBHAs pa3paboTka
METOJIMK, TO3BOJITIONINX PEIIMTh JaHHYI TpoOiemy. B Hacrosmee Bpemsi Hambomee
BOCTPEOOBAHHBIMH AMArHOCTHYCCKUMHU MeToaaMu seisroress RVRTC, MBW [98], 1O
u Kb®I" [43].

Hoxkazana Beicokass wuH(popMatuBHOCTE RVRTC mw MBW B BhIsBICHHH
OpOHXHMAJILHOM OOCTPYKIIMM y MJIQJCHIIEB, OJHAKO CYIIECTBEHHBIM HEJOCTATKOM
JAHHBIX TECTOB SIBIIACTCS HE0OXOoAMMOCTh cemamuu OombHOTO [98]. MO HE Tpebdyer
JOTIOTHUTEIHLHOTO MEAMKAMEHTO3HOT'O MOCOOUSI, OJTHAKO €€ MPOBEACHIUE HEBO3ZMOXKHO Y
neredt muammie 2,5 ner; OOJbHBIE TOCTapIIe MOTYT OTKa3aThCsA JAbIIIATh MPOTHUB
TeHEePUPYEMBIX PUOOPOM ocIiruuisimid [43].

KB®I' He wuMeeT ONHUCAHHBIX BBIIIE HEJOCTATKOB W 00JIalaeT BBICOKOU
YyBCTBUTEIHLHOCTHIO B BBISIBICHUM OPOHXUATBLHON OOCTPYKIIMU Pa3JIMYHONU ITHOJOTUH
y neteit panHero Bo3pacta [38]. OmHako IMAarHOCTUYECKHE BO3MOXKHOCTH METOa MPH
MB wu3ydeHbl HEIOCTATOYHO. YCTAaHOBJIEHA HU3Kasg 4yBCTBUTENbHOCTH Kb®I' mpu
TSDKEJIOM TEYEHUU 3a00JIEBaHMS 3a CUET «TallleHUs» 3BYKOBBIX CHUTHAJIOB B YCJIOBHSIX
BBIpOXKEHHOTO MyKocTasa [77, 78]. [lomumo 3TOr0, B HACTOAIIMNA MOMEHT C IMOMOIIBIO
KB®I" Bo3MOKHA TOJBKO KOHCTATalMs (aKTa HATMYUS BEHTUISIUMOHHBIX HAPYLIEHUHN Y
o0cieryeMoro 00JIbHOTO.

[lenp HaCTOAIIETO WCCIEAOBaHUS 3aKOYalach B OLEHKE C MOMOIIbIO
COBPEMEHHBIX METOJIOB MCCJICIOBAHUSl  KJIMHUKO-(PYHKIIMOHAJIBHOTO  COCTOSIHUS
OpraHOB JbIXaHUS y JeTed, OodbHbIX MB, mis ymydiieHus: JUArHOCTUKH TSDKECTH
OOCTPYKTHUBHBIX U3MEHEHUM.

B oHOMOMEHTHOE HCClieJOBaHUE METOJIOM TOMEPEYHOTO cpe3a ObLIU BKIHOUYEHBI
48 gereii C yYCTAHOBJIEHHBIM JAWarHo3oM MB, HaxXxoJuUBIIMXCS B PEMHUCCHH

OpOHXOJIEroyHoro mnpoiecca (ocHoBHas rpymnmna). KoHTpoapHyto rpynmy coctaBui 91
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YCIIOBHO-3/10pOBbI1 pebeHok. Jletn obenx rpynm ObUTHM MOJAETIEHBI HA MOATPYIIIHI,
KpUTEPUEM Tpajaluy KOTOpPBIX CTajla CHOCOOHOCTh peOEHKa K IPOBEICHHIO
(opcUpOBaHHBIX JbIXaTENbHBIX MAaHEBPOB MpH chupoMerpun. B 1 moxarpynmy
OCHOBHOM (N=23) u 3 moArpymniy KOHTPOIbHON (N=43) rpynmsl ObUIA BKIIOYEHBI JETH,
HE JOCTUTIIME Bo3pacta 6 JieT. 2 MOATpyHny OCHOBHOM (n=25) u 4 mnoarpymnmy
KOHTPOJIbHOM (N=48) rpymnmbl COCTaBUIM JETH B Bo3pacte 6 ner u crapuie. [lomumo
¢bu3MKaIBbHOTO 00CIIEeIOBaHMS, MAUEHTaM MPOBOAMINCH MyJabcokcumeTpusi 1 KbOI',
nanueHTaMm 2 U 4 MOArpYIIIb BITOJIHATIACH CIIUPOMETPHSL.
bonpHbie MB Hyxnanuck B yIiyOJIEGHHOM OLEHKE COCTOSIHHMSI PECHUPATOPHOU

cucteMbl. KinuHuUYeckoe COCTOSIHME OpPraHOB [bIXaHUS XapaKTEpH30BaIM Oaill Mo
LB B mogudukamuu C. B. Paunackoro u H. 1. Kanpanopa, nsmenennss Ha MCKT
WIM  pEeHTreHorpauu  OpPraHoB  TIPYJHOM  KIETKH, HAJIWYUE  OCJIOXKHEHUH.
DYHKIMOHAIIBHOE COCTOSIHUE PECIUPATOPHOM CHCTEMBI JTOMOJHUTEIBHO OLICHUBAIOCH
IIyTEM HCCIIEIOBAHUS Fa30BOI0 COCTaBa apTEPUATU3NPOBAHHON KaIMJUIAPHON KPOBH.

Craructuueckas o0pabOTKa MOJYYEHHBIX PE3YIbTaTOB MPOBOAMIACH C TOMOIIBIO
akeToOB MpHKIaaHbIX mporpamm Statistica 6.1, DoctorStat 1.9, NCSS 2004 c
UCIIOJIb30BAaHUEM TMapaMETPUYECKUX W HEmapaMeTpUUeCKUX KpPUTEPUEB, a TaKkKe
HEJIMHENHOT0 PErpeCCHOHHOIO aHAIU3a.

duznueckoe pa3BUTHE JeTel | MOArpynnbl OTPAKaao HATMYUE HETOCTaTOYHOCTH
nutanus y 0onbHeIXx MB (p=0,721 nnsa pocta u p=0,017 nns maccsl tena). lepuuur
Maccel Tena mpu MB Obul 00yCOBIIEH TEYEHHEM CHHIpOMa MalibaOcopOruu |
MOBBIIICHHBIMU  DHEPreTUYECKUMU TOTPEOHOCTSMH B YCIOBHUSX XPOHHUYECKOTO
MH(EKIMOHHO-BOCTIAIUTENBHOTO npouecca. Ha atom ¢pone 6oapHbIe MB 101IKOIBHOTO
BO3pacTa MMEJIHM CONOCTABUMBIE C PE3yJbTaTaMHU KOHTPOJBHOM T'PYIIbl BEIHMYHUHBI
APJl; (13,47 u 32,26 mx/I>x cootBercTBeHHO, p=0,221) u AP/, (0,076 u 0,053 mxIx
cooTBeTcTBeHHO, P=0,447), 4TO TOBOPWIO OO0 OTCYTCTBMU NPHU3HAKOB OOCTPYKIIMH
BEPXHUX U HUKHUX JIbIXaTEJbHBIX MyTeH Ha (pOHE MPOBEACHUS PAHHETO KOMIUIEKCHOTO
neuenusi. APJl3 B 1 moarpynmne ocHOBHOM Trpyniibl Obul 3HaunMo Bbimie (1,590 npoTus
0,896 mx]Ix, p=0,019), omHako He MPEBBINMIAT BEPXHIOW TpaHUlly HOpMbIL. [IpuuanHoit

JaHHOI'O COCTOSIHHA, BO3MOKHO, ABHJIACH ITOBBIIICHHAA ITPOAYKIMA BSI3KOU MOKPOTHEI,
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KOTOpasi aJIeKBaTHO 3BaKyHPOBAJIACh U3 PECIIMPATOPHOTO TpakTa HA (POHE MPOBOIUMOM
Teparuu.

bonpubie MB crapuiero Bo3pacTta 3HAUMMO YCTyNajdud JAETAM W3 TPYHIBI
KOHTpouss B pusndeckom pazutuu (p=0,000005 mia pocta u p=0,000006 nns UMT).
Kak w B Muaaumieil Bo3pacTHOW IpyIiie, CHHIAPOM MalibaOCOpOIMU U TOBBIIICHHbBIE
HPHEPreTUYECKUe MOTPEOHOCTH ObUIM BEAYUIMMU MPUYMHAMHU PA3BUTHS JAHHOTO
cocrossud. Ilo pe3ynbraram crnupomerpun 'y OonpHeIX MB  mpeoGnananu
OOCTPYKTUBHBIC HApYIICHUS] BEHTWJIALIMHU, HAauOOJee CYIIECTBEHHBIM ObLIO CHI)KCHHE
O®B; (72,0% npotus 93,5%, p=0,00005). HopmasibHble pe3yabTaThl CIUPOMETPUU
obun 3adpukcupoBanbl 'y 9 (36%) yenoBeK, OCTaJbHBIE HMEIH BEHTHISIMOHHYIO
HEJIOCTaTOYHOCTh PA3JIMYHOW CTENeHW TsbkecTu. HecMoTpsst Ha 310, Meauana APJl,,
OCHOBHOTO Mapkepa ooctpykiuu no gaHHbiM Kb®I', He mpeBbicuia BepXHEN rpaHuUlIbl
HOpMBI M coctaBuia 0,169 wMx/[x, 4ro, oaHaKo, OBLIO 3HAYUMO BBHIIIE, YeM B
KoHTposibHOM rpymme  (p=0,000005). IlogoOHbIit pe3ynabTaT ObUT  CIEACTBHEM
«TAlllCHUs» 3BYKOBBIX CHUTHAJIOB Yy OOJIBHBIX C TSKEIOM BEHTUJISLIMOHHOU
HeocTaTouHOCThI0. Mennana APJI; Bo 2 moarpynme pocturana 112,02 mx[x, 4to
TOBOPWJIO O HApYIICHUH MPOXOJAUMOCTH BEpPXHUX JbIXaTENbHBIX MyTeH, U Oblia
3HaUYMMO BHIIIE, YeM Yy 3710poBbiXx cBepcTHUKOB (p=0,000003). Menuana AP/l; y
O0onpHBIX MB Haxoaunace B IMpejesiax HOPMbI, HECMOTpPSI Ha 3TO, OHA ObLIa 3HAYHMO
BBIIIIE, YEM B rpyrine KoHTpoJis (2,597 npotus 0,537, p=0,000003).

Hanee ObuT MpoOBEACH aHAJIM3 COCTOSHUN, ACCOIMUPOBAHHBIX C TOBBIIMICHUEM
ocHOBHbIX noka3atesneit Kb®I' y 6onbabix MB.

XPpOHUYECKUN CUHYCHUT SIBISICTCSI OJHUM U3 PACHPOCTPAHEHHBIX KIMHUYECKUX
nposiiecHnidi MB W TOpUBOIUT K HAPYUIEHUIO Ha3aJlbHOW mpoxoaumoctu. B 1
MOATPYIIE OCHOBHOM TPyMNIbl CUHYCUT ObUT JUAarHOCTUpoOBaH y 4 nereit u3z 23, Bo 2
noarpymnmne — y 17 u3z 25 Gonbubix. Pesynbratet KB®DI' 00BEKTHBHO MOATBEPKIaIN
HaJIM4Yue Ha3aldbHOU oOcTpykuuu y aereid ¢ MB: TeueHne cuHycuTa COMPOBOXKAAIOCH
cymecTBeHHbIM yBenuuenueM APJl; mo 105,7 Mk y MNalMEeHTOB JOIIKOJIBHOTO
Bozpacta (p=0,017) u mo 119,4 wmx/lx B Oosnee crapmieii BO3paCTHOW TpymIe

(p=0,0008). YV 00nbHBIX, HE UMEBIINX KIMHUYECKUX U UHCTPYMEHTAIbHBIX MPU3HAKOB
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HapylIeHUs1 Ha3ajdbHOM Inpoxoaumoct, APJl; peructpupoBaiicst B Npenenax HOPMBI.
Taxkum oOpazom, moBeimenue APJ[; ceimme 100 mMx/lx y 6ompHBIX MB cnemgoBaiio
paccMaTpuBaTh Kak TNpPHU3HAK, CBUACTEIbCTBYIOIMK 00 OOCTPYKIIMH BEPXHHUX
JBIXATENbHBIX MyTeH U OTPaKAIOIINK HAIMYKME HAa3aJIbHOW 00CTPYKIIHH.

APJI, cBrimre 0,2 MxJIx ObLT 3aperucTpupoBan y 2 aeteid u3 1 moarpynnst uy 11
— u3 2. YuuteiBas, yto nosbilieHue AP/l cBuaeTenbcTBOBasIO 00 OOCTPYKIIMHM HUKHUX
JbIXaTeIbHBIX MyTel, ObUT MpoBeaeH aHanu3 AuHaMuku APJl, y nereil ¢ pa3nuyHbIMA
u3meHeHusimu Ha MCKT nerkux. Bwicokue 3nauenus APl B obeux mnoarpyrmmax
aCCOLIMMPOBAIIUCh C PEHTICHOJOTMYECKHUMH NPHU3HAKAMH MYKOCTa3a, TaKHUMH Kak
MYKOUJIHbIEC POOKU UJIM YPOBHU KUJKOCTH B MpocBeTe OpoHx03kTazoB (p=0,006). IIpu
HaJu4yuu JNaHHBIX u3MeHeHui APJl, B monropa pa3a NpeBbIIAT BEPXHIOK TPaHUILY
HopMmbl, focturas 0,323 mMx/[x y nereit mnazame 6 ser u 0,283 Mk y Oonee crapimmx
O0onpHBIX. KiMHMYECKH 3TO MOATBEPXKIAJOCh BBISBICHUEM BIIAXXHBIX XPHUIIOB TPHU
ayckynbTauuu jerkux. He yctanoBneHno 3HaunmMoro noseimeHuss AP/, npu Hanmuuuu y
0osbHOrO0 OpoHXx03KTa30B (p=0,074), olHaKO BBISBICHBI OTIWYMS B BenuuuHe APJl, B
3aBHCUMOCTH OT UX COCTOsIHUS. CaHUPOBAaHHbBIE OPOHXO03KTAa3bl OBLIIM ACCOLMUPOBAHBI C
HOpMasibHbIMU pe3ynbratamu KBOI', cymecrBenHoe nossiienue AP/, Habmroganocs
IIPU HAJIMYMK OPOHXO03KTA30B, 3aMOJHEHHBIX MOKpoTol (p=0,021). O6GcaenoBanue Tpex
Jered W3 2  MOATPYIIBl  BBISIBWIO COYETAHUE TSDKEIONM  BEHTHISALIMOHHOM
HEJIOCTATOYHOCTH, BBIpaXE€HHOro mykoctraza u APJl, menee 0,2 mx/[x. Pe3ynbrars
KB®OI' y »tux OonpHBIX ObUM OOYCIIOBIEHBI OJIOKAIOW paCpOCTPAHECHUS W
OcJla0JICHMEM 3BYKOBOM BOJIHBI B YCJIOBHSIX BBIPAXKEHHOIO MYKOCTa3a W MOJHOM
o0Typaluu npoceetra OpoHxa MOKPOTOM.

Ha ocnoBanuu Bbimensinoxxennoro, Kb®I' Obuta pacuenena kak >ppexkTuBHBIN
METOJ] JIMATHOCTUKU HapYLICHUs] TMPOXOJUMOCTH BEPXHUX JbIXaTEIbHBIX MyTeH Y
oonpHbix MB. KB®I' ob6nagana cpegHeil YyBCTBUTEIBHOCTBIO B BBISBICHUU
OOCTPYKTHUBHBIX HAPYIICHHH CO CTOPOHBI HIKHHX OTACIIOB PECIUPATOPHOTO TPAaKTa,
BCJICJICTBUE «TallIEHUs» 3BYKOBBIX BOJIH B YCJIOBHSX BBIPAKEHHOTO MYKOCTa3a,

NPUBOMSIIETO K TONMHOW oOOTypamuu TpocBeTa Oponxa. YacTuunas 3akymnopka
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OpOHXHMAJIBLHOIO MPOCBETA MOKPOTOWM CONMPOBOXKAANACH 3HAUYUTEIIBHBIM MOBBIIICHUEM
APJL,.

B nocnenyromiem npoBoauiics aHaiu3 (PaKTOpOB, OKA3bIBAIOIIUX MOTEHIIMAIBHOE
BIUsSHAEC Ha (QYHKIUOHAIBHOE COCTOSHHE OpraHoB JpixaHus 1pu  MB.
PaccmarpuBanuchk HeMoauduuupyemble (TEHOTHI W TOJ) W MOAUPUIUPYEMbIE
(Mukpodiopa ApIXaTeIbHbIX MyTEH) PaKkTOPHI.

N3yuenne BmausHusa kimacca mytanmuii CFTR Ha cocTtosHmMe pecnupaTopHOi
CUCTEMBI MPOBOAWIIOCH y O0nbHBIX MB ¢ nByMsi MaeHTUQUIIMPOBAHHBIMU AJUICIISIMHU
CFTR. beutn npoananu3upoBanbl JaHHble 19 nereit 1 moarpymmsl u 22 yenoBeka u3 2
HNOJrPYNNBl OCHOBHOW Tpymmbl. B 3aBucumoctu oT kmaccoB mytamuii CFTR, Obuin
BBbIJICJICHBI TeHOTHIbI, uMeBIme ABa amiens CFTR | kimacca, reHOTUIBI, KOMIAYH]I-
rerepo3uroTHeie mo mytamusM CFTR | u Il xmacca, TeHOTHIIBI, TOMO3UTOTHBIC TIO
mytarusm CFTR |l kitacca, U reHOTHIIBI, HECYIIIUE HE MEHEE OJTHOM «MSITKOI» MyTaIluu
CFTR [37, 47, 56, 76, 176]. Hu oxuH 13 TeHOTUIIOB HE OBLI aCCOLMHUPOBAH C Pa3BUTHEM
xporndeckord mH(pekuuu P. aeruginosa (p=1,000 mis 1 moarpynmsl, p=0,820 mist 2
MOJATPYIINBI) U HE COMPOBOXKIAICS Ooibliei TsokecThto runokcemuu (p=0,079 mms 1
noarpynmnsl, p=0,779 ans 2 mnoarpynmsl). boibHbIE 2 MNOArpYNIbI, KOMMIAYHI-
rerepo3uroTpie mo wmyrtammsaM | u Il kmacca, 3Haummo wame ¢GopMHpPOBAIU
OpOHX03KTa3bl B CPAaBHCHUU C JIETHbMH, TOMO3UTOTHBIMU TI0 MyTamusaMm II kmacca, OP
pa3BuTus OpoHxodKTa3zoB coctaBwia 1,833 [1,07; 3,14]. AkycTHuecKkre KOMIOHEHTHI
paboThI JIbIXaHUSI BO BCEX YAaCTOTHBIX JMAMa30HaX, KaK U pe3yJbTaThl CIIUPOMETPUH,
OBUTH COTIOCTAaBUMBI y JIeTel ¢ pasnuuHbiME kinaccamu mytanuid CFTR (p>0,05).

C y4eToM OINUCAHHBIX B JIUTEPAType JAHHBIX O HAIMYHUM «T€HACPHOTO MPOBAJIa
[248, 270], mpoBeneHa OIEHKa COCTOSHMS (DYHKIIMM BHEITHETO JIbIXaHWS y JETEH,
O0onpHBIX MB, B 3aBucuMocTH OT nosa. B 1 moarpymnme Obu10 OTMEYEHO HEOOJIBIIOE
npeobnananne neBouek — 13 (56,5%). Jletm o0omX IIOJIOB MMEIU COIOCTaBHUMBIC
napameTpbl Ta30BOT0 coctaBa KpoBu U pe3yiabTaTthl KbOI' (p>0,05). [Ton peGenka He
npeapacmosarai K 6ojee yactoMmy (GOpMUPOBAHUIO CTPYKTYPHBIX U3MEHEHUI B JIETKUX
(p>0,05). Hecmotps Ha TO, uro xpoHuueckas wuHpekmus P.aeruginosa Oblia

JIMarHOCTUPOBAHA TOJIBKO y JIEBOYEK, JaHHOE OTJINYKEe ObuIo He 3HAaYuMbIM (p=0,486).
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Bo 2 moarpynme mpeoGnamanu mMampuukd — 13 (52%). OyHKIMOHATBHOE COCTOSTHUE
OpPraHOB JBIXaHUS HE 3aBUCENO OT IMOja OOJBHOTO M OBLJIO COMOCTABUMO TO TSHKECTH
runokcemun (p=0,181) ¥ BBIpAXKEHHOCTH OOCTPYKTHBHBIX HApPYIICHUH MO JaHHBIM
KBOI' (p=0,913 nmns AP/l,). Y nmeBodek peructpupoBavch 0ojiee HU3KHE 3HAYCHUS
ODB; — 56,5% npotus 76,0% y MalnbuuKOB, OAHAKO JAHHBIC OTIUYMS ObUIM HA TPaHU
3HaunMocTtu (p=0,073). Pesynmpratei MCKT nerkux mMmo3BOJWIM YCTaHOBUTH, YTO
xeHckui oyt noseiman OP passutus smbuzemsr nerkux (p=0,005), maeBModudpo3a
(p=0,039), 6ponxoskrazoB (p=0,005) u 6pouxuonuta (p=0,005). Hecmotps Ha 310, He
OBIJIO YCTAHOBJICHO OOJBINECH BOCHPHUHUMYHMBOCTH JICBOUEK K Pa3BUTHUIO XPOHUYECKOU
cuHerHorHo ungekuu (p=0,115).

Kak wu3BecTHO u3 nuTepaTypbl, MUKpodJopa [bIXaTeIbHBIX MyTeH HWrpaer
KITIOYEBYIO POJIb B MPOTPECCHPOBAHUM JBIXATENbHON HepocTaTouyHocTH mpu MB [48,
49]. HauGonpmuii BKJIaJ B €XKETOJHOE YXYIIIEHHUE JIETOYHOM (YHKIIMH BHOCHUT
Ps. aeruginosa [63, 92, 217]. B Hacrosiem rcciaeoBaHuK ObLTa JaHa OIIEHKA KITMHUKO-
(GYHKIIMOHATILHOTO COCTOSIHHUSI OPTaHOB JBIXaHUS OOJIBHBIX JETCH B 3aBUCUMOCTH OT
MHUKPOOHMOJIOTMYECKOTO cTaTyca. XpoHudeckas nHdekius P. aeruginosa noMuHupoBaia
BO 2 moArpynme u Obuia BeisiBIeHa y 12 (48%) nereir mpotuB 2 (8,7%) cnydaeB B 1
noarpymme. bonabHble, HUKOTIA He MHPUIMPOBaHHBIC P. aeruginosa, ObUTH PEIKOCTHIO
JUTst cTapiiero Bospacta — 1 (4%) 4enoBek, U IOCTATOYHO YacTO BCTPEUATUCh y JeTen
maagme 6 ger (6 denoBek, 26,1%). IlomoOHast Bo3pacTHasi JUHAMMKA
MHUKPOOHOJIOTUUECKOTO cTaryca Obuta TunuyHas 1i1 MB [48, 71, 86]. V nereit 1
NOATPYIIIBI XPOHUYECKAsi CUHETHOWHAsT MH(EKIUS COMPOBOXKAanach 0ojee HU3KUMU
sHaueHusiMu pO, (p=0,019), nerounoit runepreHsueut, nocruraromet 40 MM.pT.CT.
(p=0,034), u ObuTa accoruupoBana ¢ pasBuTueM mykoctasza (p=0,012) u 6porxuonuTa
(p=0,007). detu crapiie 6 jgeT ¢ XpoHndeckoi uHdpeknuei P. aeruginosa umenu 6oJee
HU3KYyI0 catypanuio (p=0,048), y HUX 3HAYMMO 4YaIle BBISBISUIACH OPOHXOIKTA3bI
(p=0,011), sm¢puzema (p=0,024) u nmpuznaku mykocrtasza (p=0,003). PesynapraTer Kb®I'
OTpaXkali HaJM4Yhe BBIPAXKEHHOW OpPOHXMAJIBLHOW OOCTPYKLMH Yy AETEH TOMIKOJIBHOIO
BO3pacTa, XpoHWUYecKH HHOUIMpoBaHHBIX P.aeruginosa. Meauana AP/, y Hux

nocturana 0,327 mk/[>k u OblJ1a 3HAUUMO BBIIIE, YEM Y CBOOOJHBIX OT CHHETHOMHOM
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uapexuu s (p=0,025). B crapmieii BO3pacTHOM Tpymme TakXKE OTMEUYEHO
noeimieaue APJl, y merelt ¢ xpoHumdeckoit mH(pekuueir P. aeruginosa, ogHako OHO
HOCHJIO MEHEE BBIPAYKEHHBIN XapaKTep M HAXOIUJIOCh Ha rpanu 3HauuMocTH (p=0,090).
OT1rM 00NHHBIM OBUTIO CBOMCTBEHHO Pa3BUTHE MYKOCTa3a, HAJTMYNE MYKOHUIHBIX MPOOOK
CIIOCOOCTBOBAJIO 3aTyXaHHUIO 3BYKOBBIX BOJH M CHUXaino uHpopmaTuBHOCTH KBOI'.
Hanuuue OoJiee BBIpaKEHHOW OOCTPYKIIMU Y JIETEH C XPOHUYECKOW CHHETHOWHOMU
nHOEKIMEH TOITBEPKIAIOCH ¢ TToMOIIbI0 cimpomeTpuu (p=0,016).

Yersepo aereit (1 u3 1 moarpynimsl, 3 U3 2 NOATPYMIbI, BCE IEBOYKH) B aHAMHE3E
nepeHecan nHpuuposanue B. cepacia. [y HUX ObUIM THITMYHBI 3HAYCHUS CaTyparliy
Ha HkHEHN rpanuie Hopmbl (p=0,013), moBeienue AP, no 0,329 mx/Ix (p=0,001),
3HaunMo MeHbmas BeawunHa JKEJI (p=0,045). Boabubie ¢ uHbpekiueir B. cepacia B
aHaMHEe3€ MMEJM MOBBIIICHHbIA pUCK oOHapyxeHus sMmpuzemsl (p=0,004), mykocrasa
(p=0,004), oponxuonuta (p=0,012) u dudbpoarenekrazos (p=0,003) npu gydeBOM
oOcJeI0BaHUM, OJTHAKO HE UMETU 3HAUMMbIX OTJIMYMN OT HEMH(GUIIUPOBAHHBIX JIeTEH B
yactore (popmupoBanusi Oponxoskraszos (p=0,313).

[lo pe3ynbraram MPOBEAEHHOTO  aHaidu3a  (PAKTOPOB,  OKa3bIBAIOIIUX
MOTCHIIMAIBHOE BIUSHUC Ha (DYHKIIMOHAJIHLHOE COCTOSHUE OpPraHOB JIbIxaHus nmpu MB,
YCTaHOBJICHO, YTO (PYHKITUSI BHEIIIHETO JbIXaHWsS y OOCJIEeIOBaHHBIX JETEH HE MMeEeeT
3HAYMMBIX OTJIWYUNA B 3aBUCHMOCTH OT Tmoia W kinacca myraumun CFTR, omHako
XpOHHYECKOe UWHpuIMpoBaHue P.aeruginosa ObUIO  CBSI3aHO C  Pa3BUTHEM
oponxuanbHoit obctpykuuu. ['enorun «mytamuss CFTR | kmace / myranuss CFTR 11
KJacc» ¥ OKEHCKWE mon y OOoNIbHBIX crapiie 6 jer, BbiceB B. cepacia B anamHese
MOBBIMIAJIA PUCK CTPYKTYPHOTO TIOBPEKICHUS JIETKWX. TakuM 0o0pa3oM, BBIICIICHBI
TPyl OOJBHBIX, TPEOYIOMINX MOBBIIIEHHOTO BHUMAHUS CO CTOPOHBI KIIMHHUITMCTOB.

[locnennum 5TanmoM paboThl OBLIO COMOCTaBIEHHWE OCHOBHBIX IOKa3aTeeu
ciupometpuu U KbOI' y 6ompaBIX MB.

CpaBHUTENBHBIN aHANIW3 TATTEPHOB [bIXaHWSA W CIOUPOTPAMM y JeTend 2
MOATPYIIITBl OCHOBHOM TPYIIITBI B 3aBUCHMOCTH OT CTEIICHH TSKECTH OpPOHXHATLHOU
oOCTpyKIuu ycTaHoBwWi, 4to nipu cHkeHnn ODB; menee 80% oT HOPMBI y OOIBHBIX

HaOmonaercs noseiienne APJl; u AP/l,. OnHako npu npoBeeHUH KOPPEISIIUOHHOTO
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aHaJl3a He YCTaHOBJICHO Haym4ue cBs3u Mexay APJl; u ODPB; (p=0,056), B To BpeMs
kak APJl, u O®B; nmenu oTpUIIaTeIbHYIO CHIBHYIO B3anMocBs3b (I=-0,70, p=0,0001).
[To Mepe ycyryOiaeHus: BEHTHISILIMIOHHON HEIOCTATOYHOCTH MPOUCXOJIAIIO MOCTEIIEHHOE
Hapactauue AP/, (p=0,0003), Ho y Oonbhbix ¢ ODB; Menee 50% oT HOpMBI ObLIa
OTMEYEeHa TEHJeHUMs K HopMmanu3zaiuu APJ[, n 3aTyxanuio 3BykoBoro curHana. C
y4eToM 3Toro, 4yyBcTBUTEIbHOCT, KB®I' B nuarHocTrke OpoHXHaIBHOW OOCTPYKLIUU
npu MB coctaBuna 68,75%, cnermubuanocts — 100%.

[Ipu ananu3e AOMOJHUTENBHBIX MMAPAMETPOB, CIIOCOOHBIX BIMATH HAa BEIUYHUHY
O®B;, BbIsABICHA cUibHAs MpsAMast cBsi3b Mexay ODB; u utoroseim 6amiom no B
(r=0,81, p=0,000001), dYro NOATBEPKIAIOCH JHTEPATYPHBIMH JaHHBIMH [257].
Haumenbmas onenka mo LB Obuta momydeHa y OOJNBHBIX, Y KOTOPHIX HAOIIOIAIICS
¢denomen «ramenus» (p=0,002), e€ meanana cocrasmia 37,5 OamioB. Mexay cymmoit
6amnoB mo B u BenmuuunHoit AP/, umenach oTpunatenbHas CBS3b CpEIHEH CHIIbI
(r=-0,50, p=0,011). B oTauuue OT CIUPOMETPHUH, U OIICHKA KIIMHUYECKOTO COCTOSIHHS, U
nposenenre Kb®I' 0111 BO3MOXKHBI y AeTell Muaie Bo3pacta 6 yiet. Takum o6pazom,
CTaJIO BO3MOXHO OIPEIEIUTh 3aBUCUMOCTb, TIO3BOJISBLIYIO paccunuTaTte OPB;, ucxons
13 KIMHAYECKON OIleHKH cocTossHus OonpHOro mo IIIIb u Bemuuuasr APJl, mo
nadHbIM KbOI .

VY cTaHOBIEHO, YTO HAWJIydIIMM 0Opa3oM JlaHHas 3aBHUCHUMOCTbH OIMCHIBANIACH C
MOMOILBIO IBYX HEJIMHEHHBIX YypaBHeHH. Ha (poHe BhIpakeHHBIX SIBJIEHUI MyKOCTa3a 1
TSDKEJIOTO0 COCTOSIHUS OOJIBHBIX B3auMOCBs3b APJl, m O®B; HammyumuMm obpa3zom
ONMKCHIBAJIACH KBAJPAaTUYHBIM ypaBHEHHEM, y AeTeil ¢ utoroBeiM Oamiom no IIIIB
oonee 40 uenecoodpa3HO ObUIO TPUMEHUTH MOJIMHOMUHAIBHOE YpaBHEHUE 6 CTEHEHHU.
Pa3paboTaHHas 3aBHCUMOCTbH JIeTJIa B OCHOBY KOMIIBFOTEPHOW Hporpammbl Prognosis
(CBUAETENBCTBO O TOCYAAPCTBEHHOW PETUCTpAIlMM MPOTPaMMBbl ISl 3JIEKTPOHHO-
BbIYHCIUTENbHBIX MamuH No2018616255), cmtocoOHOM pacCUMTHIBATH MPETIOIaraeMblit
O®B; ucxons u3 MOTyYEHHBIX Mpu oOcnenoBannu 3nadeHuit AP/, u 6amna mo HIIIIB.
JlanHass Mozenb HuMena XOpOIIME ONEPALMOHHBIE XapaKTEPUCTUKU: KOIPPUIMEHT

nerepmuHaruu 0,88, cpeHssi OTHOCUTENBHAS OmKOKa anmnpokcumanuu 7,3%.
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[Ipu oOcnenoBanny 00yUaromeld BHIOOPKH YyBCTBUTEIHLHOCTh POTHOCTUYECKON
MozenH, yuuTeiBaromei pe3ynptaTsl KB®DI' u kmmHMYeckoe cocTossHuEe OOJBHOTO,
coctaBuiia 80%, crienuduunocts — 100%. PazpaboTanHas mMojiellb UMeNa «OTIUIHOEH
KadecTBo, mwiomnanb mog ROC-kpusoit cocramia 0,91753.

Hcnonp3oBanne  Prognosis  MckiIoYaao  OMMOOYHYHD — MHTEPIIPETAIUIO
pesyapratoB  KB®I' y Tskenblx mManveHToB, a pacyetHas BeauunHa OOB;
dbopmupoBana y J€Yamero Bpada TNPENCTABICHHE O CTEMCHH OpPOHXUATLHOU
ooctpykiuu. [Ipocrora BeimonHenus KbB®I' B couetanuu ¢ J1€rkocTbi0 BBIYUCICHUS
Ooasma mo IHIIb caenanu BO3MOXHOW KOJMYECTBEHHYIO OLIEHKY BEHTHIISALIMOHHON
HEJIOCTATOYHOCTH Yy JAETeH, HE CHOCOOHBIX K MPOBEACHUIO CIHPOMETPUU B CHILY
BO3pacra.

[IpoBeneHHOE UCCIEAOBAHUE TO3BOJIMIIO ONMUCATh COCTOSIHHE OPOHXOJErOYHOU
cuctembl y mnanueHtToB ¢ MB mno panneiMm K®OBI', ycTaHOBUTH KIMHHYECKHE
OCOOCHHOCTH TEYeHHsS 3a0ojieBaHUs, MpUBOJAIIMe K moBbimeHuto APJ[; u APJl,,
ONPENEIINTh B3aUMOCBA3b MEK1y OCHOBHBIMHU mapameTpamu Kb®I' u crimpomerpum, a
Takke pa3paboTaTh MPOTHOCTUYECKYIO MOJIEINb, CIOCOOHYIO OCYIIECTBIISITH OIEHKY

CTEIEHU TSHKECTH BEHTWISILIMOHHOW HEI0CTaTOYHOCTH y 00abHBIX MB Mitasiie 6 Jier.
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BbIBO/IbI

1. OyHKIMSA BHEIIHETO JbIXaHud y jxaered ¢ MB xapakrepu3oBanach
dbopMupoBaHUEeM OOCTPYKTUBHBIX HapylleHWH BeHTWIiUuU 1o AaHHbiM KBOI. V
OOJIbHBIX MUIajIIe 6 JIET perucTpupoBaiachk Oosbiias BennurHa AP/[; B cpaBHeHUM CO
3I0POBBIMU CBEPCTHUKAMM. Y CTAHOBJIEHO 3HAYMMOE NOBbIIeHUE BennuuH AP/l;, AP/l
u APJl; y mauuweHTtoB crapme 6 JIeT B CpPaBHEHHMH C KOHTPOJIBHOM TPYIIION.
YysctButenbHocTh KB®DI' B nuarHoctuke OpoHxuanbHOW oOCTpykiuu npu MB
coctaBmia 68,75%, cnerupuyanocts - 100%.

2. Hapymenne ¢pyHKUMM BHENIHEro JbIXaHus y OosibHbIX MB mo gaHHbBIM
KB®I" xapakrepuszoBanoch narojgorudyeckuM nossimenrneM APJl; u AP/l,. [ToBsiieHne
APJl; naGmomaioch TpU HAJIMYUK HA3aJIbHOW OOCTPYKIIMU BCIIEJICTBUE TMOPAKCHUS
npugaTouHslx ma3zyx Hoca (1 moarpymma, p=0,017; 2 mnoarpynma, p=0,007).
VBenuuenue APJl, Obulo accomuupoBaHO ¢ OOTypauue MPOCBETa HIKHHUX
IbIXaTeNbHBIX MyTed Ha ¢oHe MykocTaza (1 moarpymma, p=0,027; 2 noarpymmna,
p=0,000).

3. CormnocraBiieHME OCHOBHBIX TOKazarened cnupometpurn U  KBOI' y
00JsibHBIX MB M03BOIMIO YCTAaHOBUTH HAJIMYKUE OTPUILIATEIIBHOW CHIIBHOW B3aMMOCBS3U
mexay BemmuuHor O®B; u ypoBuem APJl, (r=-0,7, p=0,0001), uro caemamo
BO3MOXXHBIM  pa3paboOTKy cmoco0a JUAarHOCTUKM OOCTPYKTHMBHBIX  HapyIICHUH
BEHTWIAIIMU y 601bHBIX MB Ha ocHoBanuu pe3ynbTatoB KbOI'.

4, Croco® UarHOCTHKW HapymieHWs (QYHKIIMM BHEIIHETO JIbIXaHWUS,
yuntbiBatomuil pe3ynbrarel Kb®I™ u kMHUYECKOE COCTOSIHME OOJIBHOTO, OLICHEHHOE B
Oammax  mkanel  [IIBaxmana-bpachunma, mo3Bommn  ompenensTe  TAKECTh
OOCTPYKTHUBHBIX HAPYIICHUN BEHTWISIINH Y neteit ¢ MB mmmamime 6 ner. Paspabotannas

MPOTHOCTUYECKAs MOJIEIbh paclieHeHa Kak «oTinuHasy (mromanas noa ROC-kpusoit

0,91753).
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I[MTPAKTUYECKHUE PEKOMEH/JJALINUA

1. bonmeeeiM MB wMiagme 6 ner g OOBLEKTUBHOM OIIEHKH COCTOSHUS
(GyHKIMM BHEITHETO JAbIXaHusi pekoMenayeTcst mpoBoauTh Kb®I' ¢ wactoToil He MeHee
1 paza B KBapTaJl C MOMEHTAa TIOCTYIUICHUSI peOeHKa T1oja HaONIoJeHHEe B
cnennannsupoBanubii Lentp MB.

2. ITpu yBenmuuenuu APJI; ceime 100 Mk neteil, UMEIONIUMX 3aTPyJIHEHUE
HOCOBOT'O JIBIXaHMS, CIIEAyeT HalpaBJsATh Ha JOMNOJHHUTEIbHOE 00CIe0BaHUE
(xoncynbTanus oronapunronora, MCKT npumatouHbix mazyx Hoca).

3.  Hurepnperamuio pesyiabrara KB®I' B BHICOKOUACTOTHOM YacTH CIEKTpa
(APJ1,) y 6onbHbIX MB ciienyeT npoBOAWTH C MOMOILBIO MPOrPaMMHOIO 00ECIEUEeHHUS
Prognosis (CBUIETENBCTBO O TOCYJApCTBEHHON perucTpaluu MpOorpaMMbl U

AIIEKTPOHHO-BhIUUCIUTENBHBIX MaMH Ne2018616255 ot 25.05.2018 roxa).
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ITEPEYEHb COKPAILEHWI 11 YCJIOBHBIX OFO3HAYEHUIA

APJl; — akycTHueckMil KOMIIOHEHT paOOThl JbIXaHUs B HU3KOYaCTOTHOM
Jana3oHe
APJl, — axkycTHMYeCKMI KOMIIOHEHT pal0OThl JbIXaHUA B BBICOKOYACTOTHOM
Jana3oHe

AP/l3 — akycTHYECKHi1 KOMIIOHEHT Pa0OThI IbIXaHHS B IHAMA30HE CPEJHUX YACTOT
AT® — anenozuntpugocdar

JAW — noBepuTenbHbI HHTEPBAIL

JIHK — ne30xkcupnOOHyKIENHOBAs KUCIOTA

JKEJI — %)u3HEHHAs] EMKOCTb JIETKHX

NJI — uHTEpIIeNKUH

NMT — mHaekc maccel Tena

MO — umnynbcHas OCUUIUIOMETPUS

KBOI" — komnbroTepHas 6pouxodoHorpadus

KT — xomneroTepHas Tomorpadus

MB — mykoBucIuI03

MBTP — tpancMeMOpaHHBI PEryisTop MNPOBOJAUMOCTH MNPU MYKOBUCLHUI03E
(6emok)

MCKT — mynbTHUCIUpaJIbHASE KOMIIBIOTEpHAsE TOMOrpadus

MyTanus — naToreHHbI BApUaHT HYKJIEOTHIHOW MOCIEN0BATEIbHOCTH
OP — oTHOCUTENBHBIN PUCK

ODBg 5 — 00beM (hopcrpoBaHHOTO BbIAOXA 32 IEPBBIX 0,5 CEKyHIbI
O®B; — 06beM GopcrpOBaHHOTO BHIOXA 32 MEPBYIO CEKYHTY

IICB — nukoBasi CKOPOCTbh BbIJOXA

OXKXEJI — popcupoBaHHask KU3HEHHAS] EMKOCTh JIETKHX

HAM® — nuknndeckuit aneno3uaMonodocdar

B — mkana [IBaxmana-bpachuina
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Ox0KI" — TpancTopakanpHas 3XoKkapauorpadpus
AUC — momaas moa KpuBOM
B. cepacia — Burkholderia cepacia
CFTR — TpancMeMOpaHHBII peryisiTop MPOBOJUMOCTH MTPU MYKOBHUCITH103€ (TEH)
ENaC — snutenuanbHbI HATPUEBBIM KaHaT
Me — Menuana
MBW — BeiMBbIBaHHE HHEPTHOTO ra3a METOAOM MHO>KECTBEHHOTO JIbIXaHUS
MRSA — meTrnMUTHH-pe3ucTeHTHBIN Staphylococcus aureus
pCO, — mapmaibHOE HANIPSHKEHUE YIJIEKUCIIOTO Ta3a B KalMJUISIPHON KPOBU
pH — BoiopoiHbIH TTOKa3aTeNb
pO, — nmapiuasbHOE HAMPSKEHUS KUCIOPO/ia B KAMMILIIIPHOM KPOBU
P. aeruginosa — Pseudomonas aeruginosa
QL — HIKHUN KBapTUIIh
QU — BepxHuUl KBapTUIIb
RVRTC — texHuka ObICTpON TOPakoaOAOMUHAIBHON KOMIIPECCUU TOBBIIICHHBIM
00BeEMOM
S. aureus — Staphylococcus aureus

SpO, — carypanus
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