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CIIMCOK COKPAIIIEHUHI U YCJIOBHBIX OBO3HAUYEHUI

ABJIA — anneprudeckuii OpOHXOJIETOUHBIN aclepruiie3

ABT — anTHbOaKTepragbHas Tepanus

BAII — Bu3yasibHO-aHAIOrOBas IIKada

BAII — BepxHHUE OTIEIIBI ABIXATEIBHBIX Ty TEH

['KC — riatoKOKOPTUKOCTEPOUIbI

JIHK — ne3okcupuOoHyKIEMHOBAs KUCIOTA

NuI'KC — uHTpaHa3albHbIE TTTIOKOKOPTUKOCTEPOUIBI

MUMT — uHIgexc Macchl Tena

KoK — kauecTBO XKU3HU

KT — xomnbrorepHast Tomorpadus

MB — mykoBuCLHI03

MKB-10 — mexayHnaponnas kinaccudukanus 6onesneit 10-ro nepecmoTpa

MIK — MyKkonuianapHslil KIUPEHC

HJIIT — HykHME OTAEIBI IBIXaTEIbHBIX My TEU

OHII — 0Kx0J10HOCOBBIE MA3yXH

OPBU — octpas pecniuparopHasi BUpYCHast HHPEKLIHS

O®B1 — 06beM popcupoBaHHOTO BBIIOXA 32 1 CEKyHITY

PKHN — pannoMu3npoBaHHOE KIIMHUYECKOE UCCIIEIOBAHNE

OXEJI — pyHKIMOHANbHAS )KU3HEHHAS! EMKOCTb JIETKUX

XPC — XpOHUYECKUI pPUHOCUHYCHUT

XPCcHII — xpoHMYeCKH1 pUHOCHUHYCHUT C Ha3aJIbHBIM MTOJIUII030M

HOI' — muKI00KCcHUreHasa

CFTR — perymnsitop TpancMeMOpaHHOM MPOBOAMMOCTH MPU MYKOBHUCITUI03€

EPOS — Egporneiickue pekoMeHIalluu M0 JCYCHUI0 PUHOCHHYCHUTA U Ha3aJbHbIX
MOJIUTIOB

|g — uMmyHOTIIOOYTMH

IL — uHTepneikun

FESS — ¢dyuknmonansHas Xupyprusi OKOJJIOHOCOBBIX Ma3yx
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FDA — ynpaBieHue o CaHUTapHOMY HaJ30Py 3a Ka4e€CTBOM IMHUILEBBIX TPOTYKTOB
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SN-5 — BanuaupOBaHHBI ONPOCHUK OTHOCHUTEIHHO KAaueCTBAa KU3HHU TIPH
XPOHUYECKOM PUHOCUHYCHUTE y JIeTEH

TNF — daxTop Hekpo3a omyxonu



BBEJIEHHUE

AKTYaJIbHOCTDH MCCJICAOBAHUS

MykoBuciumo3z (MB) (wim  kucros3sbeii  ¢gubpos, cystic fibrosis) — »ato
HACJIEICTBEHHOE ayTOCOMHO-PEIIECCUBHOE MOHOT€HHOE 3a0ojeBaHue, 00yCIOBIEHHOE
MyTallUsIMU B T€HE TPaHCMEMOpAHHOTO peryisitopa mykoBucimaos3a (anrmi. CFTR) u
MPOSIBIISIFOIIEECS MMOPAKEHUEM BCEX JKEJIE3 BHEIIHEW CEKPELHH, a TaKXKe >KU3HEHHO
BaXKHBIX OpraHoB U cucteM. MB BXOZUT B YHUCIO paclpOCTPAHEHHBIX T€HETUYECKU
JIETePMUHUPOBAHHBIX 3a00JieBaHWM, YacTOoTa KOTOporo, B cpeaHeM 1o Poccuu,
coctaBisieT B cpeaHeM 1:10 000 HoBopoxaeHHbIX [8]. Myrarmu rena CFTR Hapymarot
TPaHCIOPT MOHOB XJIOPA Y€pe3 KIETOYHYIO MEMOpaHY, BbI3bIBasg M3MEHEHUE (PYHKIIUU
JKene3 BHeIHeH cekpeund. [Ipu 3aTpylnHEHMHM NPOXOXACHUS HOHOB XJOpa 4Yepe3
KJIETOUYHYI0O MEMOpaHy yBeJIMUUBaeTCs peabcopOusi HATpUs KEeNE3UCThIMU KJIETKaMH,
HapyILIaeTcss AJIEKTPUYECKU MOTEHUMAd MpPOCBETa, YTO BBI3BIBAET H3MEHEHUE
IEKTPOJIUTHOIO COCTaBa M JETUAPATALMIO CEKpEeTa JKeJle3 BHEIIHEH cekpenuu. B
pe3ynbTaTe BBIAEISEMBIN CEKPET CTAHOBUTCA UPE3MEPHO I'YCTHIM U BSA3KUM. IIpu aTom
CTpaJaloT  JIETKWE, IKEIyJAOYHO-KUIIEUYHbIH  TpPAKT, TMEYEHb, MOKEIyI0YHas
xKenesa, ModernosioBas cuctema [7, 118]. ITaTonorus oTiauyaeTcss MPOrpEeCCHPYONIUM
MHBAIMAU3UpYonM TeueHueM. [lopaxxenne okononocobix nazyx (OHII) nposiBnsiercs
B popme xpoHuueckoro puHocuHycuta (XPC), KOTOpbIii MOKET MPOTEKATh TAKKE B BUJIE
XPOHHYECKOT0 PUHOCHHYcHTa ¢ HazaubHbIM mojumo3oMm (XPCcHIT). XPC smnsercs
OIHMM W3 CaMbIX 4YacCTbIX MpOSBICHUN MB, KOTOpo€ BBIABISIETCA y JETEW MNpH
BBITIOJIHEHUM ~ KommbioTepHoit  Tomorpaduu (KT) OHII wim  npoBeneHuu
HHAOCKOIMYECKOTO HCCIAEAOBaHMUS MOJOCTH Hoca. [laHHas maToJIoTHs 3HAYUTEIBHO
YXYALIAET COCTOSIHUE 30POBbsl M KAYECTBO JKU3HU NALUMEHTOB. B psae uccienoBaHui
OBLJIO TMOKa3aHo, 4TO y OobIiei yactu 6oibHBIX MB (o1 60 10 100 %), B Tom uuncie
pPaHHEro JIETCKOr0 BO3pacTa, BBIABIAIOTCS NaTojiornyeckue maMenenus B OHII — mo
nanaeiM KT uccrnemoBanus okojoHocoBbix masyx [31; 34]. IIpu stom B Perumcrpe
OOJIBHBIX MYyKOBHCLUA030M B Poccuiickoit ®@enepanuu 3a 2017 r. [1] orcyrcTByOT

AMUAEMHUOJIOTHYECKHE JaHHbIe 10 pacnpocTtpaneHHocTH XPC. B Peructpe 6onbHbIx MB
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BHECEHBI TOJBKO JaHHbIE, Kacarommecs pacnpoctpaHeHHocTu XPCcHII, xoTopsiii B
JIETCKOM BO3pacTe cocTaBmil Bcero 23,6 %, 4To MOXKHO OOBSICHUTH TUIIOAUATHOCTUKON
natosiornr OHII npu MB. Tlocnegnee cBg3aHO ¢ TEM, YTO Je€YallUe Bpayu-IIequaTpbl U
MyJIbMOHOJIOTH, & TAaK)K€ POAUTENN M 3aKOHHBIE MpeAcTaBUTENM Aerei ¢ MB ynenstor
HEJ0CTaTOYHOE BHUMaHue natojoruu Hoca 1 OHII, BBUy TsKenbIX nposiBiieHnid MB co
CTOPOHBI HWKHUX OTAEJIOB JIBIXaTEJIbHBIX MyTEH, MATOJOTUH KEITYyAOYHO-KHUIIEYHOTO
TpakTa M remnaroounuapHoit cucteMbl. [lo manneiM Chetan Safic u coart. 2019 1.,
CaMOCTOSITETIbHO, 0€3 JIOMOJTHUTEIBHBIX BOIMPOCOB OTHOCHUTEIBHO MPOSBICHUN €O
ctoponbl JIOP-opranos, sxano0s1 npeapsaBisitoT 20—25 % mamuenTtoB [128; 155]. Takum
o0pa3oM, B HacTosIIee BpeMsi HET JOCTOBEPHON MHGPOPMAIIMKM O PacIpOCTPaHEHHOCTH
XPCy nereit ¢ MB, a smunemuoniornueckue nanasie 0 XPCcHIT nenoonenensl. C 2007 r.
B Poccuiickonn ®denepanuu MpoBOIUTCS MAacCOBbIM HEOHATAIbHBIA CKPUHUHT HAa MB, B
CBSI3U C YE€M CTaJl0 BO3MOXKHBIM paHHEE BBISIBIICHHE 3a00J€BaHUsS. YUWTHIBAs, YTO
MIEPBBIE KJIMHUYECKUE MPOSIBIICHUSI PUHOJIOTHYECKOM MATOJIOTUA MOTYT BO3HUKATh YK€ C
[IEpUO/Ia HOBOPOXKICHHOCTH, PAHHEE HAYaJIO TEPAIIUU, B IIEPBBIE MECSLbI )KU3HU, MOXKET
criocoOCTBOBaTh Oosiee MO3JHEMY AEOI0TY KIMHUYECKUX MPOSBICHUM U OCIOXHEHUU
MB co cTOpoHBI JIpPyruxX OpPraHOB W CHUCTEM, CHI)KCHHIO YacTOThl OOOCTpEHUU U
MTOBBIIICHUIO KAY€CTBA KU3HU.

B nacrosiiee Bpemsi OTCYTCTBYET TECHOE MEKIUCIUIUIMHAPHOE B3aUMOJICHCTBUE B
JICYEHUU NaurueHTOB ¢ MB, 4TO IMpUBOAUT K HECBOEBPEMEHHOM U HEAJEKBATHOM TEPAIIUU
JIOP-naronorum.

AKTYyallbHOCTh ~ JAHHOTO  HCCIIEIOBAaHUS ~ OOYCJIOBJIEHa  HEOOXOIMMOCTHIO
onpenenenus pacrnpocrpaneHHoctd XPC npu MB u pazpaboTku anroputMa oKazaHHs
OTOPHUHOJIAPUHTOJIOTUYECKON TMOMOIIM B CTPYKTYPE MEXIUCIMUIIMHAPHOTO MOJAXO0Aa K
JeueHuto nerer ¢ MB, HaunHas ¢ nepuoaa HOBOPOKIECHHOCTH.

eab ucciaexoBanus

[loBbilieHue  3PGHEKTUBHOCTH  AUATHOCTUKA M JICUCHHUS  XPOHHYECKOTO
PUHOCHHYCHUTA y JI€Te C MYKOBHUCIIMJIO30M Ha OCHOBaHUHM Pa3pabOTKU KIMHHUKO-

JIMarHOCTUYECKOTO0  alifOpUTMa, Oa3upYIONIErocsi Ha TMOJYYEHHBIX JaHHBIX O



pacCIpOCTPAaHEHHOCTH IIOPAXEHUs OKOJIOHOCOBBIX Ia3yX W BIUAHUM XPOHUYECKOIO
PUHOCHHYCHTA HA TSHKECTh TEYEHHUs MOJIUOPIaHHOM MATOJIONMU IIPU MyKOBUCIUIO03€.
3agaum uccjie10BaHUs

1. I3yunuTh pacnpoCTpaHEHHOCTh XPOHUYECKOTO PHUHOCHHYCHUTA C Ha3aJbHbIM
MOJIUTIO30M W 0€3 Ha3aJIbHOTO MOJUIO3a y JAeTel C MyKOBHCHKA030M B Poccuiickoi
denepanun.

2. OnpenenuTp BIUSHUE XPOHUYECKOTO PUHOCUHYCHUTA C Ha3aJIbHBIM ITOJIUIIO30M Ha
TSKECTh TEYEHUS MYKOBUCLIN103a KaK MOJMOPTAHHON MATOJIOTUH.

3. OueHUTh BIUSHUE XPOHUYECKOTO PUHOCHMHYCHUTA HAa KayeCTBO JKM3HU JETeHl ¢
MYKOBHUCLUI030M.

4. OueHUTh  KJIMHUYECKYI0  3(PQPEKTHUBHOCTh  MPEMJIOKEHHOTO  METOoJa
KOMOMHMpPOBAaHHOM  Tepanmuu JeTell C XPOHUYECKUM PHUHOCHHYCUTOM  IIpU
MYKOBHCLIHJI03€, BKJIFOYAIOMIETO JOMOJIHUTEIBHYIO K SHA00OPOHXHUAIBHON UHTATSLIUN C
TONMUYECKUM NPENapaToM MyKOJUTHUECKOTO IEUCTBUS T0pHA3a ajib(pa MHTPaAHAZAIbHYIO
IIyJIbCUPYIOLLYI0 UHTAJALHIO.

5. Pa3paboTtaTh KIMHUKO-IMATHOCTUYECKUN aJITOPUTM  MEXKIAUCLHUIUIMHAPHOTO
IIOAXO0/1a K BEJCHUIO MalMEHTOB IE€TCKOI0 BO3pacTa ¢ MyKOBHUCIUIO30M.

Hay4Hasi HOBH3HA MCCJIeI0BAHUSA

B wuccimenmoBaHuM  BHEPBBIE HM3y4Y€HA PACIPOCTPAHEHHOCTh XPOHHYECKOTO
PUHOCHUHYCHUTA Y IETEW U MTOJPOCTKOB C MYKOBUCIIMI030M B Poccuiickoit Denepanum.

BnepBbeie poIeMOHCTPUPOBAHA 3aBUCUMOCTD TSKECTH TEUEHUS, BBIPAKEHHOCTHU
IIOJIMOPTaHHOM ITATOJIOTUM ITPYU MYKOBUCLIMIO3€E, YBEINYEHUS JIEKAPCTBEHHON HArpy3KH
U CYMMapHOM MNPOJOJDKUTENBHOCTH TOCHUTAIN3AUMNA OT HAJIWYUAS XPOHUYECKOIO
PUHOCHHYCHTA C Ha3aJbHBIM MOJIUIIO30M Y IETEN C MyKOBHUCIIUAO30M.

BriepBble H3yd4eHO KaueCTBO KU3HHU Y IE€TEW ¢ XPOHUYECKUM PUHOCHHYCHUTOM IIPU
MYKOBHUCLIMI03€ B Poccurickon denepauuu.

BrnepBble nokazaHa 11e51€eco00pa3HOCTh NPUMEHEHUS] KOMOMHUPOBAHHOM Teparuu
JI€TEeN ¢ XpPOHUYECKUM PUHOCUHYCUTOM U HA3aJbHBIM ITOJIMIIO30M IIPU MYKOBUCLIUIO3E C
BKJIFOYEHUEM JIOMIOJIHUTENIbHBIX K 3HAOOPOHXHUANIbHBIM HMHTAJSIUSAM IMYJIbCUPYIOIINUX

WHTpaHa3aJIbHBIX HHTAISINN C IperapaToM JI0pHa3a anbda.
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Teopernueckasi 3HAYMMOCTb MCCJIEIOBAHUS

OrnpeneneHa pacnpoOCTPAaHEHHOCTh XPOHUYECKOTO PHUHOCHHYCHTa Yy JeTed C
MyKoBucu030M B Poccuiickont ®Depepamnuu. BpIsABICHO HalWM4ue 3aHUKEHHBIX
MOKAa3aTeIed  pPEAIbHBIX  DIUJEMUOJOTMYECKUX  JAHHBIX IO  XPOHUYECKOMY
PUHOCUHYCUTY W OTCYTCTBHE JAHHBIX O XPOHHMYECKOM PHUHOCUHYCHUTE C Ha3aJIbHBIM
MOJIUTIO30M Yy JIETe NpH MyKOBHCIMJI03€ B Perucrpe OONBHBIX MYKOBHCIIMIO30M B
Poccniickon @enepanun.

YcTraHOBIIEHAa JIOCTOBEpPHAsl 3aBUCHMOCTb TSDKECTH TEYEHHUsI [OJIMOPTaHHOU
MaTOJIOTHH, 00beMa JIEKAPCTBEHHOW HATPY3KU M MPOJOJIKUTEIBHOCTA CTAIIMOHAPHOTO
JICYCHUSI Y JIETEH C MYKOBHUCIMIO30M OT HAJIMYMS XPOHUYECKOTO PUHOCHHYCHUTA C
HAa3aJIbHBIM ITOJIUIIO30M.

Jloka3aHO CyIIECTBEHHOE HETaTUBHOE BJIUSHUE XPOHHYECKOTO PUHOCHUHYCHUTA, a
TAK)K€ XPOHUYECKOTO PHUHOCHMHYCHUTA C HA3aJbHBIM IMOJHMIIO30M Ha KA4eCTBO >KU3HU
JIETEN C MYKOBUCLIUIO30M.

IIpakTH4yeckasi 3HAYUMOCTH PadOThI

BrisiBIIeH HU3KUI ypPOBEHb MEXIUCLHUILUIMHAPHOTO B3aUMOJCHUCTBUSL Bpayeu-
NeMaTpoB U OTOPUHOJAPUHTOJIOTOB aMOyJaTOPHOTO 3BEHA MPU BEICHUM JIETEH C
MYKOBHUCIIUJIO30M.

Pa3pabotan u BHeIpeH B MPAKTUKy KIMHUKO-AMATHOCTHYECKUN alrOPUTM
MEXKIUCUUIUIMHAPHOTO  B3aWMMOJCUCTBUSI Bpaueid Ha aMOyJIaTOpHOM JdTame ¢
BKJIFOUEHHEM 0053aT€TbHOTO OCMOTpa TAaIlMeHTa BPAuOM-OTOPUHOJAPUHTOJIOTOM U
IPOBEICHUE HHIOCKOMUYECKOTO MCCIIEIOBAHUS IIOJOCTA HOCA M HOCOIJIOTKH, YTO
CIIOCOOCTBYET CBOCBPEMEHHOMY BBISIBICHUIO PUHOJOTHYECKOW MATOJIOTUU Yy JACTEeH ¢
MYKOBHUCIIUI030M, HA3HAUYCHUIO PAITMOHAILHON Tepanuu, TMHAMUYECKOMY HAOJTIOICHUIO
MAIMEHTa U aIeKBATHOW MapuIpyTU3alliU MAlMeHTOB.

Jokazana KJIMHUYECKas 3 PeKTUBHOCTD PEII0KEHHOTO METO1a
KOMOMHUPOBAaHHOW  Tepamuu JeTe ¢  XPOHUYECKHMM PHUHOCHUHYCHUTOM  TIPHU
MYKOBHUCIIMI03€, C BKJIIOUEHUEM JIOMOJHUTEIBHO K SHIOOPOHXUAIBHBIM HHTAJSIUSM

MMyJbCUPYIOIINX HWHTPAHA3AJIBbHBIX I/IHFaJ'IﬂI_II/Iﬁ C IpcrmaparoM MYKOJIUTUYICCKOI'O
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nedcTBUs JIopHa3a anbda Uil oOecrieyeHusi JOCTaBKM Ipernapata B 00JacTh
OKOJIOHOCOBBIX Ta3yX. BKIIIOUEHME JOMOJHUTEIBHOW WHTPAHA3aJIbHON WHTAISIUN
CIIOCOOCTBYET YIy4IIeHUIO ()yHKIIUYA BHEIITHETO JABIXaHUSI, YMECHBIIICHUE JICKAPCTBEHHOM
Harpy3KH M yJIy4YIICHUIO Ka4eCTBA KU3HU NALUEHTOB.

CooTBeTcTBHE QM CCEPTANUM NACTIOPTY HAYYHOM CNIENHATBHOCTH

JluccepTanusi COOTBETCTBYET MK (ppPaM CIICITHATBHOCTEH:

3.1.3. — OrtopuHonapunroyiorus. Pe3ynbTaThl NPOBEAECHHOTO HCCIEAOBAHUS
COOTBETCTBYIOT O00JIACTSIM UCCIEOBAHUS CIIEIUAIBHOCTEW, a UMEHHO MyHKTam 1, 2, 3
MacrnopTra CneuranbHOCTH «OTOPUHOJAPUHTOJIOTUS» — HUCCIEAOBAHUSA MO H3YYCHUIO
ATUOJIOTUM, TMaroreHe3a u pacnpoctpaHeHusi JIOP-3aboneBanuii; paspaboTka u
YCOBEPILIEHCTBOBAHUE METOJIOB IUArHoCTUKU M npoduiaktuku JIOP-3aboneBanuii;
HKCIIEpUMEHTAaJIbHAS U KIIMHUYECKas pa3paboTka MeTo10B JieueHus: JIOP-3aboneBanmii u
BHEJIPEHHE UX B KIIMHUYECKYIO MTPAKTHUKY .

3.1.21. — [leauatpusi, a MIMEHHO MyHKTY 5 macnopTa cnenuansHoctu «llequatpus»
— KJIMHUKA, JUArHOCTUKA U JICYCHHUE BPOXKICHHBIX U HACJIEICTBEHHBIX 00JIE3HEH.

JIM4YHBIA BKJIAJ aBTOPA

ABTOp MPOBEJ UCCIIEOBATENBCKYIO pa0OTy 1O 0030py UMEIOLTUXCS TUTEPATYPHBIX
MCTOYHUKOB, IIOCTAaHOBKE IIeJied M 3ajay, pa3paboTKe METOJIOB 0OCien0BaHus
MalKUeHTOB, cCOOPY MEPBUYHBIX JAHHBIX W OpPraHU3aAllMU TMEPBHUYHOTO OOCIEAOBaHUS,
JTUHAMUYECKOTO HAONIONCHHS 3a MallMeHTaMH C MPOBEACHHEM 3JHJIOCKOMUYECKOTO
MCCJIEIOBAHUS TTOJIOCTU HOCA M HOCOTJIOTKH. ABTOpP pa3padoTa IJIaH JISUEHUs JIeTe C
MYKOBUCIIUJIO30M W TPOBOAMJI JIEYEHUE TMAIMEHTOB. Takke OblIa MPOBEACHA
cTaTUCTHYecKass 00paboTka, aHaM3 W 00O0OIIEHUE TONYYCHHBIX PE3yJbTaTOB. ABTOP
W3JIOKUJI TIOJTYYEHHBIE B XOJI€ MCCIIeIOBaHUsI JaHHBIE B MTEYaTHBIX pab0oTax U BHEAPUII B
MPAKTUKY MPEI0KEHHbIE METOIbI JieueHus. Bkiia aBTopa sIBAsSIETCS ONPEIEIIIIONIUM U
3aKJIFOYAETCS B yYACTHU HA BCEX ATAIlax UCCIEAOBAHUS.

CreneHb J0CTOBEPHOCTH Pe3yJibTATOB

JluccepTalliOHHOE WCCJEAOBAHKUE BBITIOJHEHO Ha OOJBIIOM  KIMHHUYECKOM
MaTtepuasie, BKIIOYAOIUM JaHHbie 2216 malnueHToB, BKIOUYEHHBIX B Peructp 00abHBIX

MYKOBHUCIIMIO30M, CTaHgapTUu3aluAa OLICHKH PE3YyJIbTAaTOB u COOTBCTCTBHUC
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MOCTaBJICHHbIM B paboTe MeJld W 3aJadyaM CBHJETEIbCTBYET O JIOCTOBEPHOCTH
MIOJTYYEHHBIX PE3yJIbTaTOB. Pe3ynbTaThl HCCIIENOBAHUS MOATBEPAKICHBI aHATU30M Kak
OTEUECTBEHHOW, TaK W 3apyOeKHOW JHMTEpaTypbl MO TEME HCCIECIOBAHUS, CTPOTHM
COOJIIOJICHUEM HCCIEA0BATEIbCKOTO MPOTOKOIA M HMCIOJb30BAHUEM CTATUCTUYECKUX
METOJIOB JjIsi 00OpaOOTKH AaHHBIX. YPOBEHb 3HAYMMOCTH PE3YJIHTATOB HCCIEAOBAHUS
cocrasisier P < 0,05. JIocTOBEpHOCTh NEPBUYHOM JOKYMEHTALMHU JUCCEPTALUOHHOTO
MCCIIEOBAaHUS IOITBEPKICHA SKCIIEPTHOM OI[EHKOM.

BHenpenue pe3yibTaToB HCCIEA0BAHUS B PAKTHKY

Pe3ynbTaThl BRIIOJIHEHHOTO UCCIEAOBAHUS O POJIM XPOHUYECKOTO PUHOCHUHYCHTA B
CTPYKTyp€ MOJHMOPraHHOM MATOJIOTHHU y JIETe ¢ MyKOBUCHHA030M B PD BHeapeHBI B
MPaKTUKY JIeUeOHbIX yupexaeHui: HaydHo-uccienoBaTenbCKOro KIMHUYECKOTO
WHCTUTYTa JeTcTBa MuH3apaBa MockoBckoi obOmactu, JleTckoil Tropojckoi
KJIMHUYeckor OonpHULbI uMeHu H. ®. ®unartoBa JlemaprameHTa 31paBOOXpaHEHUS
MockBHI, benepanbHOTO roCy1apCTBEHHOTO OI0JIKETHOTO YUPEKICHUS
«HanuoHanpHbIi MEIMIIMHCKUI HUCCIENOBATEIbCKUN LEHTP OTOPHHOJIAPUHTOJIOTUN
®denepaabHOro MEANKO-OUOIOTHYECKOT0 areHTCTBay r. MOCKBa.

Anpodauus HAy4YHbIX pe3yJbTaTOB

OCHOBHBIE TOJIOXKEHHSI JUCCEPTALMOHHON PadOThI JOJIOKEHBI U OOCYKJIEHbI Ha
43-i1 EBpomnetickoii koH(pepeHun nmo mykouciuaosy — 2020, 3—6 wurons 2020 .,
(IToctepnas mpesenranus, JIluon, @pannus); Beepoccuiickom BeOunape «llaTomorus
JIOP-opranoB npu mykoBucuuaoze», 9 utons 2020 r.; X PecnyOnukaHCKOW Hay4yHO-
MPAKTUYECKONM  KOH(EpEeHIIMH  OTOpuHOJapuHrojoroB  PecnyOnuku  JlarectaHn.
(Maxaukana, 10—11 wurons 2021 r.); llIkone KIMHUYECKOTO MBIIUICHUS TMeaUaTpa
«ITonmunbl HOCA y JeTel W TMOAPOCTKOB ¢ MykoBucummo3om» (MockBa, 19 mapra
2021 r.); XV HamumonansHoM KoHrpecce «/IHHOBaIMOHHBIE METOABI JTHUATHOCTUKU WU
Tepanuu MykoBuciuao3a. [IpopeiB B Oyaymiee» (Cysnans, 20-21 mas 2021 r.), qokiaz
3aHsT 2-€ MECTO Ha KOHKYpPCE MOCTEPHBIX J0KIaa0B; 44-i1 EBponelickoil koHbepeHIun
o mykoBuciuaozy — 2022, 8—11 uronst 2022 r. (ITocrepHas npe3entarnus, Porrepaam,
Hunepnanger); XXI Poccuiickom koHrpecce «l/IHHOBAaIlMOHHBIE TEXHOJOTUU B

neuaTpu MU JCTCKOM XUPYPrum» € MEXIyHapoaHbIM yuactueM (MockBa, 21-23

12



ceHtsaOps 2022 r.); Ilnenyme mipaBlieHM  HAy4YHO-TIPAKTUYECKHX  OOIIECTB
OTOPUHOJAPUHIOJIOTOB, TMEAUATPOB, YEIIOCTHO-JIMIEBBIX XHPYProB MOCKOBCKOU
obmacTu « MexXaUCIUTUTMHAPHBIHN MTOAXO0 ] OKa3aHUs SKCTPECHHONW MEAUITMHCKON TTOMOIIIH
netsm ¢ natosorueit JIOP-opranos» (Mocksa, 4 centaops 2023 1.); IV Cbesne neTckux
Bpaueld MOCKOBCKON 00macTd ¢ MeXAyHapoaHbiM yuactuem «llemmatpust kak
uckycctBo» (Mocksa, 6-8 centsiops 2023 r.).

HuccepranonHas paborta ampoOupoBaHa Ha 3acenaHuu YdeHoro coBera ®I'BY
HMMUL] oropunonapunroyioruu ®MBA Poccun 18 mapra 2024 r. (mpoTtokoi Ne 3/2024).

Iy6oaukanuu

[To Teme auccepranuu omyo6ivMkoBaHo 11 mewyaTHbIX paboOT, U3 HUX 7 cTaTell B
pPELICH3UPYEMBIX HAy4YHBIX >KypHajdaxX, pPEKOMEHIyeMbIX Bricuieil arrecTarmoHHOM
KoMuccue mnpu MuHUCTEpCTBE HAyKd U BbIcHiero oOpaszoBanus Poccuiickoit
denepany, B TOM uYuciae 4 B U3MAHUSIX, WHICKCHPYEMBIX SCOPUS, TATEeHT Ha
nzoopererne RU 2794083 C1, per. 11.04.2023, 3asBka ot 15.04.2022 Ne 2022110244,
«Croco0  moyiydeHHss ~ MmaTepuasia M3  BEPXHEYENIOCTHOM  Ma3yxu  JUIs
MUKPOOUOJIOTUUECKOTO UCCIICIOBAHUS Y MAIIMEHTOB ¢ MYKOBHUCIIUI030M, MEPEHECIINX
HHIOCKOIMUYECKOE XUPYPTHUECKOE JIEUEHUE MO MOBOAY XPOHUYECKOTO PUHOCHHYCHTA
I1. 1. benaBuna, H. A. [aiixec, O. B. Kapneesa, E. 1. Kongpateesa, E. B. Monoauosa,
A. C. Iletpos, A. A. Iloroguna, [I. II. ITonskos, A. I'. Pa3anckas, A. C. FOnycos.

O0beM U CTPYKTYpa AUCCEPTAIIAN

JHuccepranus m3nokeHa Ha 160 cTpaHHIaXx KOMITBIOTEPHOTO TEKCTAa M COCTOWT W3
BBEJICHUSA, 0030pa JUTEpaTypbl, MaTE€pHajJOB M METOJIOB, JIaHHBIX COOCTBEHHBIX
UCCIIC/IOBAaHUM, M3JIOKEHHBIX B YETHIPEX TJaBaX © UX OOCYXICHMIA, BBIBOJIOB,
MPAKTUYECKUX PEKOMEHIAIMNA U CITHCKA JINTEPATyPhl, BKIIIOYAOIIEro 157 UCTOUHUKOB, U3
HUX 23 oredecTBeHHBIX W 134 — 3apyOeKHBIX aBTOPOB, NpwiIokeHud. Paborta
wimoctpupoBada 20 Tabnuuamu u 34 pucyHkamu, 3 npuiokeHusMu. Jluccepranus

H3JIOKCHA HAa PYCCKOM A3LIKE.
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OCHOBHBIE 110JI0KEHHUSI, BBIHOCUMbIE HA 3ALIUTY

1. Jlns nereit, cTpagaromux MyKoBHcIuAo30oM B Poccuiickoit ®dexnepaiuu,
XapaKTepHa BBICOKAs YacTOTa BCTPEYAEMOCTH XPOHUYECKOTO PHHOCHHYCUTA Kak C
Ha3aJbHBIM IIOJIUIIO30M, TaK U O€3 HETO.

2. YCTaHOBJIEHO, YTO YacTOTa XPOHHYECKOTO PHHOCHHYCHTAa C HAa3aJIbHBIM
IIOJIATIO30M Yy JI€Tel C MYKOBHCIMJIO30M YBEIMYMBACTCSA C BO3pAacTOM M 4alle
BBISBJISIETCS Y HOCUTENel reHeTrnueckoro Bapuanta rena CFTR F508del B romo3zurornom
COCTOSIHUH.

3. XpOHUYECKHI PUHOCHHYCUT C Ha3aJbHBIM IOJUIO30M Yy JEeTe ¢
MYKOBHCLIHJIO30M SIBJISIETCSI HEOIAronmpusTHBIM (PaKTOPOM, JOCTOBEPHO CHUKAIOIIUM
Ka4yeCTBO JKU3HHU MallMEHTOB, YXYIIAIOIIUM [TOKa3aTean (PYHKIIMH BHEIIHETO JbIXaHMUs,
YBEIUYHMBAIOIIUM OaKTepuagbHOE MH(UUHUPOBAHUE HUKHUX ABIXATENbHBIX MyTEH, YTO
OPUBOJAUT K  YBEJIMYEHUIO  JIEKAPCTBEHHOM  HArpy3Kd, MPOAOHKHTEIBHOCTH
TOCITATAIIU3ALMH U YaCTOTHI OCJIOKHEHUM.

4. IlpuMeHeHrne NpeIoKEHHOTO METoAa KOMOMHHUPOBAHHOM TEpanuu JAETeH C
XPOHUYECKHM PHHOCUHYCUTOM C Ha3aJbHBIM IIOJIUIIO30M IPH MYKOBHUCLHIO03€ C
JOTIOJTHUTENBHBIM BKJIIOYEHUEM K AHAOOPOHXHUATbHBIM HMHTASIUAM WHTPAHA3aTbHBIX
NYJbCUPYIOIIUX MHIaJsiUMd € MYKOJIUTHYECKUM IMPEenaparoM MYKOJUTHYECKOTO
JEHCTBUS JIOpHa3a aib(a JTOCTOBEPHO YJydllaeT MMOKa3aTeldu (PyHKLIHUU BHEIIHETO
JbIXaHUsA, CIOCOOCTBYET YMEHBUIEHUI0O 00bEMa CUCTEMHOM aHTHOAKTEpHUATbHON

TCpaIlln N JJIUTCIIBHOCTU CTAlIMOHAPHOI'O JICUCHHA.
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I''TABA 1. OB30P JIMTEPATYPbI

1.1 MykoBHCHHA03 KaK MOJTHOPraHHoe 3200/IeBaHue

MyxkoBuctinno3 (MB), unu kucrosssiii ¢uopo3 (cystic fibrosis, CF), sBusercs
TSDKEJIBIM HACJICICTBEHHBIM 3a00JIeBaHWEM, BhI3BaHHBIM MyTainusmu B reHe CFTR ¢
ayTOCOMHO-PEIIECCUBHBIM THUIIOM HacjeJoBaHusA. BcieacTBue MaHHBIX HW3MEHEHUH
MPOUCXOMNUT HAPYIICHWE AKTHBHOTO TPAHCIIOPTa HOHOB XJIOpa dYepe3 KICTOYHBIC
MeMOpaHbBl, a TaKKe K HapyIICHWIO TPAaHCIOpTa MOHOB HATpHs, OMKapOOHAT-MOHOB,
BOJIbI, JCTHApATAIMS alMKaJbHOW TOBEPXHOCTH CEKPETOPHOIO JIUTEIUS H, Kak
CIICJICTBHUE, YBEIMUCHUE BA3KOCTH BCeX cekpeToB [8; 157].

MB — 310 MynbTHCHCTEMHOE 3a00JI€BaHKE, TTOpaKaIOIIee MHOXKECTBO OpraHOB U
cucteM. K HMM OTHOCATCS: BEpXHHE W HIDKHHE OTACIBI PECIUPATOPHOTO TPAaKTa,
KEITYTOYHO-KUAIICYHBIA TPaKT, a TAKKe TMEUYEHb, MOPKETyA0YHas JKeJie3a, CIIOHHBIC,
MTOTOBBIC JKEJIE3bl M PEIPOIYKTUBHYIO CUCTEMY MY>KUHH.

BripaboTka TycTOTO W BSI3KOTO CEKpeTa B ABIXATEIBHBIX MYTSIX MPUBOAUT K
HapyIICHUIO €ro JAPeHaka BO BCEX OTJIENIaX PECIUPATOPHOIO TpaKTa, Co3aBasl yCIOBHUSI,
CIIOCOOCTBYIOIIHE PA3BUTHIO MH(PEKIIMOHHOTO IPOIecca, a XPOHUYECKOE BOCTAICHHE
NPUBOAUT K (aTabHOMY TIOBPEKICHUIO JITKUX C Pa3BUTHEM JIBIXaTEILHOMN
HEJIOCTATOYHOCTH, MPHUBOJAIICH K rudeau OoipHOro. B TO ke Bpems HabOmromaeTcs

MOPpAKCHNEC BEPXHUX OTACIOB AbIXaTCIbHBIX HYTGIZ.

1.2 UcTropusi u3y4yeHHss MyKOBHCLIM103a

TepmuH «KUCTO3HBIN (GUOPO3» OBLT BIIEPBHIC OMMCAH aAMEPUKAHCKUM TIEANATPOM U
natosioroanaromom Jlopotu Auaepcex B 1938 r. B MoHOrpaduu, riae aBTop NoaApoOHBIM
00pa3oM omnuchiBaeT MOP(OIOrnYecKre U3MEHEHUS MOKEITY0YHOM JKeJe3bl, 8 UMEHHO
3aMEILEHNE allMHYCOB IMOHKEITYA0YHOM KeENe3bl KUCTaMH, BBICTJIAHHBIMU 3MUTEINEM U
OKPYXEHHbIMU (UOPO3HOM TKaHbIO, OOHAPYKEHHbIE NPHU BCKPHITHM peOEHKa C

ABJICHUSIMH LIEJIMAKUU. TakKe aBTOp OTMEUAET TaKue XapakTepHble cuMntombel MB, kak
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HaJM4he OPOHXOPKTA30B M JIETOYHBIX a0CLECCOB, MOpPAKEHUE KHUIICUHHUKA, MOTOBBIX
KeJe3, KEITUHOTO My3bIpsi, MY>KCKOM MOJIOBOM CUCTEMBI U OKOJIOHOCOBBIX nazyx (OHIT)
[29].

B 1945 r. nenuatp Cunneii ®apOep BrepBble BBOJAUT TEPMUH «MYKOBHCIIHIO3Y,
KOTOPBI TPAaIWIIMOHHO WCHOJB3yeTcs B Hamed crtpaHe. OH TIPEANONOXKUI, YTO
MYKOBHCIIUJIO3 SIBJIIETCS HE TOJBKO JIOKAILHON TATOJIOTHEH IMOHKEITyJOYHOMN KEJIe3bl,
HO U TEHEpaJM30BaHHBIM 3a00JICBaHMEM C HapyIllIeHHeM BbIpaboTkHM ciam3u [115].
B 1951 r. W. Kessler u D. Andersen my6mmkyioT otdeT o ToM, uto B Hero-Mopxe
BBISIBWJIM W3MEHEHUS TMO/DKENYIOYHOM >Kele3bl y CeMH U3 JIBEHAJlaTh JeTeH,
TOCIHUTAIM3UPOBAHHBIX B 1948 T. 1Mo moBojy 00e3BOKMBaHHMS M Tuneprepmun [86].
OpnoBpemenHo Di Sant’Agnese u D. Andersen B 1953 r. oTkpbsiBatoT (eHOMEH
MOBBIIIEHHOTO COJICPKAHUS AJIEKTPOIUTOB — HATPUA U XJIOpA B MOTOBOM >KUIKOCTH
nareHToB ¢ MB, Ha ocHOBaHMHM 4eT0 MMHU OBLT MPE/JI0KEH MPOTOTHUIT IIOTOBOTO TECTA,
KOTOPBIH [0 HACTOSIIEE BpeMst UCTIOb3yeTcst 1y nuarnoctuku MB [30].

B nauvane 1980-x romoB Breslow, Knowles, Quinton omnuceIBaioT HapylieHUs
MIPOHUIIAEMOCTH SIUTEIHATBHBIX KIETOK JUIs Xjopa u Hatpus npu MB [90]. Tpuanats
JeT Hazand, Omaromaps MAeHTU(UKAIIMK M CEKBEHUPOBAHUIO IeHa MYKOBHCHHI03a [84;
124; 126] Oblia BEISIBICHA OCHOBa MJis IMOHMMAaHuUs matorene3a MB, a BrlsBlieHHe
Pa3TUYHBIX THUIIOB TEHETUYCCKUX BAPUAHTOB ATOTO TeHA BEJETCS 0 CUX mop. MyTtanuid
reda CFTR, oTBeTCTBEHHBIX 3a pa3BUTHE PA3IMYHBIX CHMITOMOB, HACYUTHIBAECTCS OKOJIO
IBYX ThicsY, Bce oHM coOpanbl B 0aze HGMD (The Human Gene Mutation Database)
MB. Ha caiite npoekrta CFTR2, mocneanuit pa3 obnoBnennom 7 ampens 2023 r.
nepeuncnenbl 804 martorenubix myTtamuu reHa CFTR, u3 kotopeix 719 saBnsroTcs
kinHnyecku 3HaunMbIMU (https://cftr2.org). Camblii pacipocTpaHeHHbI F€eHETUYECKUI
BapuanT rena CFTR — F508del.

Co BpeMeHEM COBEPIICHCTBOBAIMCH METOMBI JICUCHHUS, ITO3BOJISAS YBEIUYHUTH
MPOJIOIKUTEILHOCTh, @ TAaKXe KadecTBO KU3HU OoJibHBIX. C cepeaunbl 1950-x rr.
MOSIBUJIUCH CBEICHHS O B3pocibix OombHbIX ¢ MB [133]. B 80-x rr. HaumHaeT
3HAUMTEIBHO YJIy4YIIaThCS OpraHu3alis CHUCTEMBl TloMonu OoilbHEIM MB u

bopMHPYIOTCS IIEHTPHI CIISIUATU3UPOBAHHOM TOMOIIY TaKUM 00JbHBIM. [Toce Toro kak

16



Crossley u Elliot B 1979 r. onucanu TecT IO ONpEACICHUI0O UMMYHOPEAKTHUBHOIO
TPUIICUHA Y HOBOPOXKJEHHBIX, OBLIO TMOJIOKEHO Hayajlo BHEAPEHUIO MNPOrPaMMBbI
HeoHaTajgbHOrOo ckpuHuHra Ha MB [51]. BHempeHne HeoHATaqbHOTO CKPHHHHTA
MO3BOJIMIIO TOKa3aTh, 4To MB pacnpocTpaHeH cpeau BCero HaceleHusl 3eMiIu, OJHaKO
yalie OmnpeaeisieTcsl y NpeicTaBUTeNeld eBpONEeOUIHOM packl, B CPEAHEM C YaCTOTOU
1 Ha 2500 HOBOpOXKACHHBIX [152].

B nmanbpHelileM yCOBEpPIIEHCTBOBAHHE Tepamuu 3a00JIeBaHUS TMPHUBEIO K
YBEITUYCHHUIO TIPOJOJKUTEIHPHOCTH KU3HU TAIMEHTOB. Vcnonb30BaHne BHYTPUBEHHBIX
aHTUOMOTUKOB ObLTO TipeuiokeHo B 1980—-1990 rr. mis mpenoTBpallleHus W JIeUCHUs
pecnupaTtopHbIx HH(EKINH, BhI3bIBacMbIX Pseudomonas aeruginosa [77].

VYrpaBiieHre N0 CaHUTAPHOMY HAJ30py 3a KaueCTBOM IHUIIEBBIX MPOAYKTOB U
menukamenToB CIIIA - The Food and Drug Administration (FDA) ono6puiio B 1993 romny
MYKOJIUTUUYECKUHN Tpenapar JopHa3a aib(da, KOTOPHIA SBISIETCS MEPBLIM JICKAPCTBOM,
pa3paboTaHHBIM CIIeIUAIbHO JyIs JieueHus MB [64]

JlaHHBIE €BpOIEHCKOro peructpa mno 34 crpaHaM rnokasaiu, 4to k 2025 r. B cTpaHax
3anaaHoi EBponbl okuaeTcss yBeamyeHue o01ero yncia nauueHTos ¢ MB npumepHo
Ha 50 %, uyto cootBercTByeT yBenuueHuto Ha 20 % u 75 % nered u B3POCIBIX
coorBeTcTBeHHO [39]. B Perumcrtpe mamuentoB ¢ mykoBucummozom PD (2019 r.)
yKa3aHo, YTO MeauaHa BbDKMBaeMOCTH 3a 2015-2019 rr. yBenmuuniace U crajia paBHa
33,8 net [10].

[Tatonorusa JIOP-opranoB W, B 4YAaCTHOCTH, HA3aJbHBIM MOJWIIO3 Yy MAIIMEHTOB
¢ MB Obut BnepBbiec ommcad B 1959 romy B crathe Lurie M. H [100], a nepsbie
CTaTUCTUYECKUE JaHHbIe, ToilydeHHble Schwachman c¢ coaBropamu B 1962 romy Ha
BBIOOpKE M3 742 TMaIlMEeHTOB, TMOKA3aju HaJlW4YWMe Ha3aJIbHOro mojumno3a y 50 merei,
MJIaIIIEeMy U3 KOTOPBIX ObLI0 2 roa 6 MecsiieB. B 3ToM ucciaenoBaHny aBTOPHI IPHUIILITH
K BBIBOJIY, YTO IMAIMEHTHI C XPOHHYECKUM PUHOCHHYCHUTOM C Ha3aJbHBIM TOJHUIIO30M,
HE3aBUCUMO OT HAJU4YMsl WJIM OTCYTCTBHS aJUIEPTHH, JOKHBI ObITh 0OCIIeIOBaHbI Ha
Hannuyre MykoBuciuaosa [134]. B manpreiiem nyonukanuu o nopaxennn OHIT mpu
MB B 1mpo@WIBHBIX MEXTYHAPOIHBIX OTOPHHOJAPHHTOJIOTHYCCKUX  M3TAHUIX

(Laryngoscope, Rhinology) mnosBmiuce Ttonbko B cepeauHe 1990-x rr., u 370
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3a00JIeBaHUE BOIIJIO TAKXKE U B KOMIIETEHIIMIO OTOpUHOIapuHIroioros. Korna Oosnbinoe
3HAUEHUE CTaJO0 YAENATHCS MAaTOJOTMU HOCA M OKOJOHOCOBBIX Naszyx npu MB, Obina
JIOKa3aHa CBS3b MEXKIY MOPAKECHUEM BEPXHUX U HUKHUX OTIEIOB JIBIXATEIbHBIX ITyTEH
[53]. Bbuto mokazaHO, YTO YacTOTa HA3AIBHOTO TOJHUII03a BapbUPYET B pa3HBIX
MOMYJISIMSIX W 3aBUCHUT OT MeTojauku oneHkm [129]. Bce 31O cBHIETENBCTBYET O
HEOOXOJMMOCTH H3y4eHHsI AaHHOW mpoOsembl mpu MB, ocoOeHHO B IETCKOM U

IMOAPOCTKOBOM BO3pPACTC.

1.3 CoBpeMeHHbBIE MOAX0AbI K TMATHOCTHKE MYKOBHUCIHI03a

B Poccuiickoit @eaepanuu npuHaTa Kiaccupukaius 3a001€BaHUS UM COCTOSHUS
corjacHo  mnpuHATOM  BcemupHoil  opranmsamueil  3apaBooxpanenus — (BO3),
MexnaynaponHoii Accoumanuedn  MykoBuciuaos3a, EBpomneiickoil  Accouuanuein
Mykoucuuo3a [1, 109, 157]

Knaccudukanus MyKoBUCIIMI03a:

® KJIACCUYECKUM MYKOBHCIHMIO3 C MAHKPEATHYECKON HEAOCTATOYHOCTBIO;

® KJIACCUYECKUA MYKOBHMCLMJIO3 C HEHApYyIIEeHHOM (YHKIHMEW MOIKeITya0UHOM
JKEJIE3BL.

Taxke MOXXHO BBIJICTUTH 3a0ojieBaHUsA, accouuupoBaHHbie ¢ renom CFTR
(n3omupoBaHHas ~ OOCTPYKTHMBHAs ~ a300CHEPMHsI;  XPOHHUYECKUH  MAaHKPEATHT;
JIMCCEMUHUPOBaHHBIE OPOHXO03KTa3bl, AUPPY3HBII TaHOPOHXHOIUT, CKIEPO3UPYIOLIUI
XOJIAHTUT, HEOHATAJIbHAS TUIIEPTPUTICHHOTCHEMHS ).

XPC wMoxer pa3BuBaThCs Kak Yy ManueHToB ¢ MB ¢ naHKpeaTH4yeckou
HEJOCTATOYHOCThIO, TaK M TMpPU HATUYUU NPEUMYIIECTBEHHO JIErOYHOW (POpPMBI
3a00JIeBaHUSI.

Jnarnoctuky MB B P® npoBoAAT B ClieAyIOIIUX IPYMIIAX MTAllUEHTOB:

e ¢ 2007 r. y BceX HOBOPOXKIEHHBIX BBIIIOJIHAETCS TUATHOCTHKA 10 HEOHATAIbHOMY
CKPUHUHTY (70 1e010Ta KIMHUYECKUX TIPOSBIICHUN );

® TMarHOCTHKA MallME€HTOB, poauBIIKXCs 10 2007 T. U HE BOLIEANIUX B MIPOrpaMMy

HEOHATAJILHOIO CKpMHUHTAa Ha MB npu HAIM4YMY KIIMHUYECKUX MIPOSBIICHUM;
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® y TMAlUEHTOB C JIOXHOOTPULATEIBHBIMU pPE3yJbTaTaMH HEOHATAJIBHOTO
CKPUHUHTA, HO UMEIOIIUX KJIMHUYECKUE MTPOSBICHUS 3a00JI€BaHMUS;

® NAI[MEHTHI C HEOHATAJIBHON TMIEPTPUTICHHOTEHEMHEH, KOTOPBIM HE TPOBOIUIIOCH
o0ciieoBaHUE B BUJI€ TOTOBOI MPOOHI.

Haubonee pacrnpocTpaHeHO HCIMONb30BAHUE JMATHOCTUYECKUX KPHUTEPHUEB,
YTBEP)KICHHBIX HAa OCHOBAaHWMHU KIMHHYECKHUX pekoMeHpanuii mo MB munmcTepcTBa
3apaBooxpanenust PO (2020 r.) [157], EBpomneiickoro pykoBoacTBa mo MB (mepecmotp
2018 r.) [41].

Jnarno3 MB mnonarBep;kaaercsi IpU BBIABICHUM IOJOKHUTENBHOIO PE3YJIbTaTa
noroBoro Tecta u / win aByx Mytaiuu reda CFTR, Boi3biBatomue MB (Ha ocHOBaHUM
6azel CFTR-2 http://www.cftr2.org). Takke mnpu oOmnpeneIeHUU HEOHATAILHOM
TUTIEPTPUTICHHOTCHEMHH WM TIPH HATMYWUN XapaKTEPHBIX KIMHHUYECKUX TPOSBICHUN, K
KOTOPBIM  OTHOCSTCS: Hanuuue JupQy3HbIX OpPOHXOIKTA30B, IOJOKUTEIbHBIE
0aKTepUOIOTUYECKUE JAHHBIE TIO PE3yJIbTaTaM MOCeBa MOKPOTHI C HATHYUEM 3HAYUMOU
11t MB natoreHHoit MUKpOQIIOpbl, OCOOCHHO CHHETHOWHOMN MaloYKH, DK30KPUHHAS
NaHKpeaTHyeckass HeIOCTaTOYHOCTh, CHUHAPOM IOTEPU COJEH WIM OOCTPYyKTHUBHAs

a300CIICpMusi.

1.4 PacnpoCcTpaHEHHOCTH NMATOJOTUHM OKOJIOHOCOBBIX NMA3yX MPH MYKOBUCIIH/103€

[To manubpiM EBporeiickoro o0ImiecTBa pUHOJIOTOB B PEIAKIIMHM COTJIACUTEIIBHOTO
nokymeHTa 1o puaHocuaycuty EPOS 2020, B oTimume oT COTIacUTENbHBIX TOKYMEHTOB
MIPOLUIBIX JIET, XPOHUUYECKUN PUHOCUHYCUT Ipu MB BIiEpBbIE BBIHECEH B OTACIBHBIN
dbeHotun W oTHeceH 1m0 Kkiaccudpukaruu Grayson ¢ CoaBT. K BTOPUYHBIM
puHOCUHYcHUTaM, Tu(hPy3HBIM (ABYCTOPOHHUM ), MexaHudeckuM Hapsay ¢ XPC Ha gone
nepBUYHOM IuMapHoit quckunesuu. [lopaxenue OHII npu MB siBnisieTcst nposiBieHUEM
OCHOBHOTO 3a00JIeBaHusl, a He ero ociiokHeHueM [60].

[TanieHThl, UX POIUTENN PEAKO MOTYT CAMOCTOSITEIBHO pPACIO3HATh HaU4He

puHocuHycuTa. OOpamarTcs K OTOPUHOJIAPUHTOIOTY OOBIYHO MPU Pa3BUTHHU CEPhE3HBIX
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KJIIMHUYECKUX MPOSBICHUSX cO cTOpOoHBI JIOP-opranos. OgHako MoYTH BCE MALMEHTHI C
MB uMeIT peHTIeHOJIOTHYECKHE U KinHudeckue npusHaku XPC [77].

B nocneanem 0630pe, mocesieHHoM BeiOopy Tepamuu XPC npu MB, ykazano, 4yto
XpOHUYECKUA PUHOCUHYCUT HaOmomaercs mnoutd y 100 % manMeHToB €
MykoBucuus103o0M (MB). B nuTepaTypHbIX HCTOYHHKAX COAEPHKATCSA MPOTHUBOPEUUBHIE
naHHele 0 yactore BbIsiBIeHUs XPC cpenn maumeHtoB ¢ MB Bcex Bo3pacTtoB u
BapbHUPYIOT B OUeHb 00JIbIIOM jauana3one ot 18,7 % mo 100 % [131]. [Ipoucxoaut 310
MPEXJIE BCErO BCIEACTBUE OTCYTCTBUSA YETKUX KPUTEPUEB MOCTAaHOBKH Auarnoza XPC,
O0COOEHHO B JIETCKOM BO3pacTe, a TAKXKe TSKECTH JAPYTUX MPOSIBICHUNA MyKOBUCIUA034,
KOTOPBIM YJIEJSI0T O0Jiee MpUCTaJbHOE BHUMaHUE Kak caMu maiueHTsl ¢ MB, Tak u
Jevaliye BpayH.

XPCcHII mokeT BcTpedaThesl ¢ CaMOI0 paHHEro Bo3pacTa. B nurepaType numerorcs
CBeJleHUs 0 (POPMHUPOBAHUU TMOJUNOB Hoca y namuenta 17 mecsies [110], ¢ Bozpactom
ke pacnpoctpanenHocth XPC Bo3pacraer [1; 37; 148].

CormacHo  nmaHHbIM ~ Permctpa  manmMeHTOB € MYKOBUCUMIO030M PO
pacnpoctpaneHHocTh XPCcHII cpeam nmerer ¢ MB, mo pmanwemm B 2017 1.,
cocraBuia 23,6 % [1]. Ananu3 Perucrpa mociequux jaeT MoKasai, YTo ¢ KayKIbIM TOA0M
YBEJIMYMBAETCS YUCJIO MAMEHTOB ¢ ycTaHOBIEHHBIM nuarHo3oM XPCcHII. Tak, B 2011
r. cpeau nauueHToB Bcex Bo3pacToB yactora XPCcHII cocraBuna 15,0 %, B 2017 1. —
23,6 %, B 2018 r. — 27,03 %, B 2019 r. — 33,0 % [1; 9; 10]. Hecmotpst Ha TO, YTO C
rojaMd  OTMEYaeTcss TEHJEHUUA K POCTY CTaTUCTHYECKMX  JAHHBIX IO
pactpoctpaneHHocTH XPCcHII, MOHO peAnoI0KUTh, 4TO 3TH JaHHBIE, CKOPEE BCETO,
3aHMKeHbI. [IpoUCXOIUT 3TO BCIIECTBUE TOTO, UTO O€3 CIIeNaIbHOIO OMPOCa MalUEHThI
U UX POJIUTEIIH Yallle BCETO HE MPEAbABISAIOT Kano0bl, xapakTtepHsie st XPC, koTopbie
Oynyt  paccmotrpenbl  Hmwke. [lo  gamaeim  Kasper — Aanaes,  ToOJbKO
10-15 % mnauMeHTOB TMpU OCMOTPE JIeHallUM BpadyOM MPEIBABISIOT KaloObl,
corictBeHHble XPC, OIHAako Tpu 3alOJHEHUU BAJIUAUPOBAHHBIX OINPOCHUKOB,
UCITOJIB3YEMBIX JJI ONPENEIECHUS TSHKECTU PUHOJIOTUYECKOM NAaTOJOTUH U ONPEAETICHUS
kauecTBa )Ku3HU (SN-5 1 SNOT-22), aTH xano6s! mpucyTcTByioT y 81-86 % manueHToB
¢ MB [25].
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1.5 /IlMarHoCTHKA XPOHNYECKOr0 PUHOCMHYCUTA IPH MYKOBHCIIH/I03€

U JTHATHOCTHYCCKHEC KPUTCPUHA

B Hacrosiiee Bpems He CyliecTByeT KOHKpeTHOTo onpenenenus XPCy nereit c MB,
MO3TOMY  HWCTOJB3yeTCs oOIee ompeseneHne, U3JI0kKeHHoe B EBpomeiickom
COTJIACHUTEIBHOM JIOKyMeHTe 1o puHocuHycuTy EPOS 2020 [60]: xponudeckas popma
PUHOCHHYCHUTA Yy TMAaIMEHTOB JIETCKOTO BO3pacTa — 3TO BOCHAJEHUE CIHU3UCTON
o0oyiouku moJjioctu Hoca, a Takke OHII, kotopoe mmurcs Gonee 12 Henenb, a Takke
XapaKTepU3yeTcsl HATMYUEM ABYX WM 00Jiee€ CUMIITOMaMH: 3aJI0)KEHHOCTh HOCA WJIU
oTnensieMoe (M3 HOca WIIM MOCTHA3ABHBIN 3aTE€K CIU3H); 0O0JIb UM YYBCTBO JIaBJICHUS B
00JlacTU TPOEKIMM MPUJATOYHBIX Ma3yX HOca; Kalleidb, a TaKkKe XOTsA Obl OJWH U3
NEPCYHCICHHBIX  JHJAOCKOCKOIMYECKUX IPH3HAKOB: OTE€K W/ WM  OOCTPYKIIHS
MPEUMYIIIECTBEHHO 00JacTH CPEAHEr0 HOCOBOIO X0/1a; CIM3UCTO-THOMHOE OTHAENISIeMOe
(TpenuMyIIeCTBEHHO U3 CPEIHETO HOCOBOT'O X0/1a); TOJIUIIBI B TOJIOCTHA HOCA M U3MEHEHUS
CJIIM3UCTON 000JI0UKH OCTHOMEeaTalbHOTO KomIuiekca u/uiu OHII, koTopsie oTMeuaroTcs
npu BeimonHenun KT OHIIL.

[Ipn »HAOCKOMMYECKOM OOCJIEIOBAaHUM TIOJIOCTH HOCA BBISBISIOTCS TaKue
xapaktepHble mpu3Haku XPC, kak 0TeK U MOJIUMO3HbIE U3BMEHEHUSI CIIM3UCTON 000JI0UKH
MOJIOCTH HOCA, THOWHOE OTAEIAEMOE U3 CPEIHETO0 HOCOBOT'O X0/1a, BO3MOKHO CTEKAIOIIEE
B 3aJJHUE OTJIEJIbl HOCA U HOCOIJIOTKY, CY>KEHHE HOCOBBIX XOJOB BCIIEICTBHUE MpOJIarca
(MeIuaIbHOTO CMEIICHHUS ) JIATePAIbHOM CTEHKH MOJIOCTH Hoca [59].

[Ipu mpoBenenun xommbroTepHoit Tomorpaduu (KT), xoTopas BBUAY BBICOKOM
TOYHOCTH SIBJISIETCS BEAYILIUM METOJIOM OIIEHKH CTPYKTYp nosioct Hoca 1 OHII, MoxHO
BBIJICJIUTH CJEAYIONIME MATOTHOMOHUYHBIE NTpU3HaKku i nanueHToB ¢ XPC npu MB:
JeMUHEpAI3alusl W MeIHalu3alus KPIOUYKOBHIHOIO  OTPOCTKA, 3alOJIHEHUE
BEPXHEYETIOCTHON Ma3yXu IJIOTHBIM COJECP’KUMBIM, THIIOIIA3Us, BIUIOTh 10 aIljla3uu
JOOHBIX W KJIMHOBUIHBIX TMa3yX, IPOJIAllC MEAUaIbHON CTEHKH BEPXHEUETIOCTHOU
Ma3yxu, YBEJIMYEHUE BCJIECICTBUE YCKOPEHHOTO POCTa 3aJHUX KIIETOK PELIETYATOro

JaOUpPUHTA TIO CPABHEHUIO C TIEPETHUMH.
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Taxxe npu onenke aaHHbIX KT HeoOX0AMMO NpPOBOAWUTH OLIEHKY CTENEHU
Ha3aJIbHOTO TIOJIUII03a U MOCIIeOoepallMOHHbIe U3MeHeHus B nojocTu Hoca u OHII [79;
107]. Pentrenorpadus OHII He sBrsieTcst ”HPOpMATUBHBIM METOI0M TuarHoctuku XPC
npu MB. MPT Takxe He MoxeT ObITh anbTepHaTHBOM KT, MOCKOIBKY HE MO3BOJISET
OLIEHUTH COCTOSIHHE TOHKHUX KOCTHBIX CTPYKTYp [157].

Y OonpmmHCTBa manueHTOB ¢ MB wumerorcs HapymieHuss oOoHsHHS. B
uccnenoBanun Di Lullo ¢ coaBt. 2020 1. Ha BeIOOpKe U3 71 marueHnTa ObLUIO MOKa3aHo,
YTO >Kajlo0bl Ha YXYIIICHWE WM OTCYTCTBHE OOOHsHHMA Obuin y 16, HO Tipu
0J1b()aKTOMETPUN TOJIBKO Y 4 COXpPaHsJIOCh HOpMalbHOE OOOHsIHUE, y 58 oTMedanach
runocmusi, a y 9 — anocmus. [loMuMO CHM)KEHHS KayecTBa KHU3HHU, PaccTpoicTBa
OOOHSIHMSI MOTYT MPUBOAWTH K HAPYIICHHUIO MUINEBOTO MOBEJACHUS U €lle OONbIIeMy
CHIYKCHUIO HyTPUTUBHOTO CTATyCa, YTO UTPAeT 0COOYI0 poiib y nereii ¢ MB [97].

B nacTosmiee BpeMsi JOCTOBEPHO HEM3BECTHA yacToTa pa3BuTusa XPC y manueHToB

¢ MB, B 0COOEHHOCTH y J€Tel, MOCKOJIBKY MOXKET MPOTEKATh OECCUMITTOMHO.

1.6 Mexanusm Mopak€CHUA OKOJOHOCOBLIX ITAa3yX IPH MYKOBUCIHUI03€

[Ipy MB wu3meHsercss NpOAYKLUMS CIU3A OIUTEIHAIBHBIMU  KJIETKAaMU U
byHKUMOHMpOBaHUE kene3. llpu TrUcTONOrMYecKOM M UMMYHOTMCTOXMMHYECKOM
U3Y4YEHUU YYacCTKOB HMHTPAOINEPAIIMOHHO B3STHIX OOpPa3lOB CIM3UCTONH OOOJIOUKH M3
OHII npu mpoBeneHHHM MNOJUCUHYCOTOMUHU OBLUIO OTMEUEHO PACIIMPEHUE MPOTOKOB
xkene3ucThix kietok [131]. Takke HAOMIOAANIOCH YBEIMYCHHE MOACIU3UCTHIX JKEJIe3 U
KMCTO3HAash AWIATalusA II0J CJIOEM peCcrnupaTropHoro jsnurenusd. M3-3a uM3MeEHEHHU
PEOJOTUYECKUX CBOMCTB CIIM3HU HAPYIIAETCS MYKOLUMINAPHBIN KIIMPEHC, MyKOLMINAPHOE
OUYHILEHUE OKOJIOHOCOBBIX Ma3yX C Pa3BUTHEM BTOPUYHON LIWIMAPHOU TUCKUHE3UU.

Hoxka3zano, uto y nauueHToB ¢ MB u XPC onpenensiercss HapyLIeHHE PETYISLUNAN
BbIpaOoTku  1ukiookcurenaszsl (LIOI') — mnoseimenune 1OI-1 u  LOI-2,
12-nmunokcurenaspl. M3mensiercss Takke ¥ Npoduiib MEIUAaTOPOB BOCHAIECHUS — Y

nanueHToB ¢ MB onpejiensieTcs MOBBIIIEHHOE KOJUYECTBO HEUTPpOPuUIOB, Makpodaros,
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unrepdepona- y u IL-1, IL-6, IL-8. KomuuectBo 303unodunos, 1L-4, IL-5 u IL-10
HANpOTHUB YMEHBIIIACTCs B cpaBHEHUH ¢ nanueHTamu ¢ XPC B orcyrereuu MB [14; 19].

B 3aBucuMocTH OT MOP(OJIOTHIECKOTO CTPOCHUS Pa3IMYaroT JABa TUIA MOJIUIIOB
HOca — HeHTpoduIbHbIE (C MPeobiialaHieM B CTPOME HEUTPOPUIBHBIX JICHKOITUTOB) 1
703uHOUIIBHBIE (C TIPe00IalanueM B CTpoMe 203UHOGUIOB). HelTpohuibHBIC OB
OOBIYHO HAOIIOAAIOTCS MPU TMOJUIO3HO-THOMHBIX CHHYCHTAaX, COIMPOBOXIAIOIINECS
OakTepHaIbHBIM BOCIHAJICHUEM, a J03MHO(WIbHBIC IMOJMIBI Yallle BBIIBISIIOTCA Yy
MAIMEHTOB C OTATOIIEHHBIM ayuieprudeckuM aHamuae3oMm [48]. IMommmner npu XPC Ha
done MB Mopdonoruuecku CXOAHBI C TOJUNAMUA TPU  MOJUMO3HO-THOWHOM
punocunycute [140]. HelitpodunbHas uHOUIBTpAMS TKAHW TOJMIIA YKa3bIBaeT Ha
3aCTOM CIM3M W TPHCOCAMHEHHE XPOHHUYECKOTO OaKTepuaIbHOTO BOCIMAJICHHUS,

YCUIIUBAIOIICTO TAKECTh KaK TCUCHHUA 3a6OJIeBaHI/ISI, TaK KW YaCTOTy PCOUIHNBOB

Bocnasienust OHIT [34; 55].

1.7 HapyuieHue MyKOIMJIHAPHOT0 KJIUPEHCA PU MYKOBHUCIIH103€

Myxomunuapueiii  knmupenc (MIIK) sBusiercss HecnenuduueckuMm  3aldTHBIM
MEXaHU3MOM, TPHU MOMOIIU KOTOPOTO OCYIIECTBISETCS BHIBEJICHUE CEKPETA U3 BEPXHUX
Y HIDKHUX OTJIeNIOB JibixaTesibHbIX myTei. MIIK ocyiiecTBisieTcs 3a cuet kojaebaTebHbIX
JIBUKEHUN PECHUYEK, PpACIOJIOKEHHBIX Ha TOBEPXHOCTU IUJIMAPHBIX KIIETOK
OJTHOCJIOMHOTO MHOTOPSITHOTO  MEPLATEIbHOTO SIUTENUS  CIU3UCTOM  000J0YKHU
peCcMpaTOPHOTO TPAKTA.

MyKOLMIIMApHBIA ~ TPAHCIIOPT SBJIIETCS HaubOojee BaXKHBIM HEUMMYHHBIM
MEXaHU3MOM, KOTOpBIA oOecrneurBaeT TOCTOSHHYI0O U PaBHOMEPHYIO HBaKyallHio
pUHOOPOHXUANILHOTO CEKpeTa W  TMOJJCPKUBAET OapbepHYI, HWMMYHHYIO |
OUUCTUTENIHHYIO (DYHKIIMH PECIUPATOPHOTO TPAKTA. DIUMHUHALMS JIbIXaTEIbHBIX MyTeH
OT UyXEPOJIHBIX YACTHI[ U MAaTOreHHOHN (HIIOPHI MPOUCXOIUT OJIarogaps UX OCEIaHUI0 Ha
CJIM3UCTON 00O0JIOUKE BIXATEIIbHBIX MMy TEH U TIOCIEAYIOIIEMY «BBIMBIBAHUIO» BMECTE CO

ciu3bio [7].
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[Ipu MB mpoucxoaut aeruapartanys MyLHUHOBOTO CJIOS U yMEHbIIEHHE 00beMa
NEPUIMIIMAPHON KUAKOCTH. Takxke cinusb colepkuT Oombinoe komuuectBo JIHK,
BBICBOOOKJJaEMOM W HAaKaIUIMBAIOMICWCA TMPH  XPOHUYECKOM  OakTepHaTbHOM
BOCMAJICHUH, WHOWIBTPUPOBAHA HEUTpomiamMu U 3a4acTyl0 HHPUIMPOBaAHA
MHUKPOOPTaHU3MaMH, CIIOCOOHBIMH CO31aBaTh OWoruieHkH [68]. OauH n3 MeXaHW3MOB,
00yCNaBIMBAIONINX CKIOHHOCTh K nH(umpoBanuio BJ/II — ymensiienue B pazmepax
Nop B MYLIMHOBOM TeJjie 3a CUET JeTujipaTallii, B pe3yJibTaTe 4ero MUKPOOPraHU3MBbI
Jerdye 3aJepKUBAIOTCS B HEM, YTO TaKXe CIOCOOCTBYET OOpa30BaHHIO OMOIIEHOK U
npenaTcTByeT murpaiuu HerdtpodmioB [120]. Taxxke CHUKAETCS CKOPOCTh OWEHHS
pecHuYeK, B HopMme cocTaBisitomas 12—15 B 1 cexkynay. JlaHHbIi MexaHHU3M
CIIOCOOCTBYET 3aJI€p’KKE U HAKOIUIEHUIO T'yCTOM, 3a4acTyl0 MH(DHUIIMPOBAHHON CIHU3U B
OHII, npu aHaTOMUYECKH HEU3MEHEHHBIX COYCThSIX.

BbipaboTka TrycTOro, BA3KOIO CEKpeTa B JbIXaTEIbHBIX IyTAX HPUBOIHUT K
HapyILIECHUIO JIPEHUPOBAHUS W CO3JAeT OJIarONpUATHBIE YCIOBUS JJsl Pa3BUTHS
naToreHHoW (Jopel M pa3BUTUS XPOHMUYECKOrO BocHalieHus. Pernuausupyromue
pecnupaTtopHble 000CTpeHUs (GOPMHUPYIOT MOPOUYHBIN KPYT, BKIIOYAIOIIUNA O0CTPYKIUIO
JIBIXaTeJIbHBIX MyTeH, BAPYCHO-OaKTEepHalibHbIe HH(MEKITUN U XPOHUYECKOE BOCTIAJICHNUE.
B oTBeT Ha XpoHMYECKYyIO OakTepHalbHYI0 HWHQEKIHNIO, pPa3BUBAIOIIYIOCI B
JBIXaTEIbHBIX MYyTSIX, IPOUCXOJUT PAa3pyLICHUE TOTUMOPPHOIAECPHBIX HEUTPOPHUIIOB C
HAKOIIJICHHEM B CEKpeTe OOJIBIIIOro KOJMUecTBa s/ep, coaepxaniux JJHK [87].

Takum o0Opa3oM, MOBBIINIEHHE BA3KOCTH CEKpETa TPaxeoOpOHXUAIBLHOTO JEpeBa,
nosioctu Hoca u OHII wrpaer pemaromyro poiib B (POPMUPOBAHUM CTOUKOTO
XPOHUYECKOTO BOCHAIUTEIBLHOIO MPOLECCa BEPXHUX U HUKHUX OTAENAX AbIXaTEIbHBIX

nyTteit y 6onbHbIx MB [125].

1.8 HapyuieHue MeCTHOI0O U CHICTEMHOI0 HMMYHHOI'0 OTBeTa

Bricokas KOHLCHTpalmusA HKMOHOB XJIOpa B IICpUIOUIHAPHOM CJIOC CCKpPCTa
AbIXaTCIBHOI'O TpaKTa n COOCTBEHHO CJIM3HU IIPpUBOAUT K CHMKXCHUIO

aHTI/I6aKTepI/IaHBHOFO HMMYHUTCTA OpraHnu3Ma BCJICACTBUC YMCHBIICHUSA KOHIICHTPAIUU
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b-nedbensuna 1 m 2, nu3ouuma, JakTohepuHa, CEKPETOPHOTO JICHKOIPOTECHHA3HOTO
UHrHOuTOpa, cekperopHoi hocdonumnasel A2, katenuuuauna LL-37) [65, 122].

XapakTepHOil 0COOCHHOCTHIO MATOJOTHH JIbIXaTeNbHBIX MyTel npu MB sBnsercs
aKTHBHAs BOCHAJMTENbHAS PEAKIMs, KOTOpPAasi COMPOBOXKIAAETCA  YBEIUYECHHOU
OPOAYKIMEH  NPOBOCHANUTENBHBIX  IUTOKHMHOB, a  TakXke  HEUTpoUIbHOU
uHpusTpanueit. [ToBeIIeHHOE coMepkaHre HEUTPOPIIIOB B CEKPETE PECITUPATOPHOTO
TpakTa NPUBOJUT K YBEIMYCHHIO OObeMa THOWHOM MOKpOThl. [Ipu 3TOM Takxke
BBICBOOOYKIAETCS B3k moiuannoH — BHekieTouHas JIHK, cHmkas peonorumdeckue
cBOMCTBa ciu3u. Takke HEHTpO(UIIbI BHICBOOOXKIAIOT JEHUKOTpUEHBI J4, IUTOKUHBI,
BKJItoYas uHTepiedkuH-8 (IL-8), 4To MOXkKeT CrmocoOCTBOBAaTH Pa3pyIICHUIO TKaHH
MOCPEACTBOM 00uOepaluu psija (GepMEHTOB U MPOTEa3, a HAXOMSIIAsCAd B CEKpeTe
BHekieTouHass JIHK wmMeer CBOICTBO IIJIOTHO CBA3BIBATBCS C UUTOKMHAMU U
uHTepicikuHamu [19].

[Topnep:xanue Bocnanenuss npu MB 00yciiOBJI€HO MOBBILIEHHBIM COJAECPKAHUEM
daktopa Hekposza omnyxonu-o (TNF-a), I1L-1, IL-8, IL-6, BbiaBiIeH aepuIUT
nporuBoBocnanurenbHoro  IL-10. CHwkeH  NPOTUBOBHPYCHBIM ~ MMMYHHTET,
oOpazoBanue uHTeppepona. HapyiieHa rymopanbHasi CUCTEMa MECTHOIO MMMYHMTETA
BcaeAcTBue cHuwkeHus [gA. Crumynsuus XeMoTakcuca HEUTpopuiaoB B odar
BocnajeHus npoucxoaut 3a cyer TNF-o m IL-8, mpu 3TOM BO3pacraer CpoaCTBO
HEUTPO(PHUIIOB K KIIETKaM DHIIOTENHS BCICACTBUE MHAYKIIMU MOJICKYJ ajre3uu, Kak Ha
TIOBEPXHOCTH ITUX KJIETOK, Tak U Ha HeuTpopmnax [62]. TNF-o u IL-6 urparor poss B
MOJIEP>KaHUM XPOHUYECKOTO BOCIAJICHUs, TIOBBIIAs aATe3Ui0 Makpoharos, BbI3bIBAs
aKTUBAIIMIO TPOMOOLIUTOB, a Takke CTUMyIUpys cuHTe3 NO, KOTOpBIM SBISETCS
BAKHEMIIMM  PETYJIATOPOM  MPOLECCOB  BAa3OAWIATALIMM, peEJaKcaluy TJIagKou
MYCKYJIaTypbl U MOJABJICHHS TATOT€HOB.

[ToBTOpsitomuecs: amu30ab6l 00ocTpenuss XPC, jgeroyHoi matojoru NpUBOIAT K
UCTOILCHUIO aJaNTallMOHHBIX PE3EPBHBIX BO3MOXKHOCTEW opraHu3zma. Poib Takoro
pe3epBa BBINOJHIET TOPMOH HAANOYEUHUKOB Aeruaposnuangoctepod (II'DA). Oun
cnocoben peryinupoBath cuntes3 IL-2, IL-1B, IFN-y, TNF-a, IL-6. YacTeie ob6ocTpeHus
XpOHMYECKOH MHQPEKUUH U TCUXO3MOLMOHAIBHBIA CTpecC MPUBOAAT K HCTOILEHUIO
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runoroiamo-runopuzapHo-HaanodeunukoBoit (I'TH) cucteMbl U CHUXKEHUIO YPOBHS
JI'DA. Takke npoucxoaut HakoruieHue Treg, mpuBosiiee Kk uMMyHocynpeccun [119].

O030p WMEIOIMIUXCS HCTOYHUKOB JIUTEPATyphl TMOKa3all, YTO MOJJepKaHHUe
XPOHUYECKOTO BOCHAJIUTEIBHOIO Iporecca npu MB MOXET OCyIIECTBIATHCA 32 CUET
nucOanaHca mpo- W MPOTHBOBOCHAMTEIBHBIX ITUTOKKMHOB [14; 19; 105]. IToBbIieHne
OTHOCHUTEJIbHO HOPMATHUBHBIX 3HAYEHUU YPOBHEH NPOBOCHATUTEIBHBIX LHMTOKUHOB
IL-1B, TNFA, INF-y, INF-a, IL-6, IL-8 u mpotuBoBocnanurensHoro IL-4 mpu HU3KOM
ypoBHe IL-10, anTaronucra peuenropa IL-1 (IL1Ra) B cbIBOpOTKE KpOBU XapaKTepU3yET
BocrajiecHne npu MB  npoBocnamuTeNnbHOW — HAMpPaBICHHOCTBIO  IUTOKHH-
OIIOCPENOBAHHOTO BOCIIAJICHUS.

Kpome Toro, cnuzucras 000J104Ka pecnupaTopoHOro TpakTa y nanueHToB ¢ MB He
CIOCOOHA K BBIJICTICHUIO JIOCTATOYHOTO KOJUYECTBA OKCHJIa a30Ta, KOTOPBIA HAPATY C
(aKTOpOM HEKPO3a OIyXOJIU-0, ABJISIETCS INIaBHBIM (DaKTOPOM 3alLUTHI Ha MEPBBIX dTAIax
OakTepUabHOW UHBA3UHU.

Takum oOpa3zoM, peciupaTopHbIid TpakT pu MB nipencrapiiser co6oil yHHUKaIbHYIO
cpeny i KOM(OPTHOro CyliecTBOBaHUS OakTepuil. B cBsi3u ¢ 3TUM XpoHHYECKas
pecniupatopHasi UHPEKIUS OOBIYHO PA3BUBAETCA OUYEHb PAHO U UTPAET OMPEIETSIONIY IO

pOJIb B TSDKECTH 3a0ojieBanus U cMepTHocTH [12; 38; 130; 132].

1.9 OcoGenHoCTH MUKPOOMOMA BEPXHUX U HUZKHUX OT/1€J/I0B

AbIXATECJIBbHBIX HyTeﬁ NP MYKOBHUCIIMI03€

Ilonocte HOCAa W OKOJIOHOCOBBIE TA3yXH, SBIIAIOLIMECS HAYAJIBHOW YacCThIO
JbIXaTeNbHBIX TyTEH, MNPEACTaBISIIOT COOOW BXOAHBIE BOpPOTA M pe3EpByap IS
[IATOI€HHBIX MUKPOOPTaHU3MOB, YTO IIPEAPACIIOIAraeT K pEeLUANBAM OCTPBIX JIETOYHBIX
uHpeKui U 000CTpeHUsIM XpoHWYecKOM HHGpeKuu yerkux. OJHUM M3 OCHOBHBIX
dakTopoB  MH(GUUUPOBAaHUS  OPOHXOJIETOYHOM  CHUCTEMBbI  SIBIISIETCA ~ CTEKaHUE
WHOUIIMPOBAHHON CIM3W 1O 3aJHEH CTEHKE TJOTKU (MMOCTHA3aJbHBIN 3aTeK),
TICPEHOCSIIICH NMATOTeHBI B HIDKHKE OTJIEINbI JIbIXaTeIbHBIX My Tel [77]. JaHHbIi MexaHH3M

OBLI MMOATBCPKIACH pPE3yJibTaTaMH MI/IKp06I/IOJ'IOFI/I‘-IeCKOFO HCCICOOBaHUA ITIOCCBOB
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(b0pBI U3 OKOJIOHOCOBBIX Ma3yX W MOKPOTHI U3 HMXKHHUX JIBIXATENbHBIX MyTeH, KOTOpOe
BBISIBUJIO CXOXuH mpodmib (okoso 80% romosiornu) maroreHoB. Pseudomonas
aeruginosa (P. aeruginosa) mapsy c¢ Staphylococcus aureus (S. aureus) u Haemophilus
influenzae (H. influenzae) SBIAIOTCS OCHOBHBIMH BO30YAMTEIAMH HH(PCKIIHMOHHOIO
nporiecca, koonusupyromumu OHIT y nmamuentoB ¢ MB [24; 98; 139]. Takxke 0ok
coyctuit OHII wu3-3a oreka cnM3UCTONM OOOJOYKM M TYCTOM CIM3M TNPUBOAUT K
HapyieHuto adpanuu OHII, uto BKyne ¢ Ha3aJIbHOM OOCTPYKIMEH MPUBOAUT K PA3BUTHIO
XpoHHnyeckor OakrepuanbHOi KomoHm3ammu OHII. [[pixaHue yepe3 poT HNPHUBOJIUT K
HapyIICHUIO KOHJUIIMOHUPOBAHHUS BO3/lyXa, NOCTYIIJIEHUEM XOJIOJTHOTO,
HE(WIBTPOBAHHOIO M HEYBJIAXHEHHOrOo Bo3ayxa mnamueHtamMu ¢ XPC u HazampHOU
OOCTpYKIIMEH 3HAUYUTEIBHO YBEJIMYMBAET PUCK PELHUIAUBOB OOOCTPEHHA HH(EKIHA
HUKHUX OTJENIOB JbixaTeabHbix myteit (H/IT).

CrnekTp OakTepuanbHBIX MATON€HOB HA3aJIbHOTO U OPOHXOJErOYHOTO CEKpeTa Mpu
MB otinyaercs OT OOJBHBIX C JpYyrUMU (OpMaMH XPOHUYECKOM MAaTOJOTUHU
JbIXaTeIbHBIX TMyTel. Benymieit MukpoOHO# ¢uiopoii peciuparopHoro Tpakra mpu MB
SBIISIETCS. B HayaJlbHOM TiepHoAe S. aureus, a B TOCHEIyIOMeM HHQEKIuS,
oOyciosienHas u P. aeruginosa u H. influenzae [13; 139].

[lo manHbIM, yka3aHHbIM B Peructpe 00ibHbIX MB 2017 T., MOXHO OTMETUTH
YBEJIMYEHHE YaCTOTHI BbIICJIEHUS pa3HOOOPAa3HOrO CIEKTPA IPAMOTPULATENbHON (PIIOPBHI.
Bricokas yactora mHbuUIMpoBaHus S. aureus oTMevaiach B rpymnmnax aereit ot 4 go 12
neTt, coctaBisa 64,5 %. Beicokas yacrora Belaenenus P. aeruginosa 6visenena B rpynne
nanueHToB crapme 32 et u cocraBmiaa 58,7 %, B. Cepacia nHambojee dYacTo
obOHapykuBanace B rpymme 24-28 ner (18,9 %), a Stenotrophomonas maltophilia (S.
maltophilia) — B rpynme crapme 32 ner (6,8 %), Achromobacter xylosoxidans (A.
xylosoxidans) B rpymme crapmie 32 ger — 11,4 %, MeTHIMUTMHPE3UCTEHTHBIH
sostotucThild ctadmiokokk (Methicillin-resistant Staphylococcus aureus (MRSA)) — B
rpymnmne 28—-32 roxaa ( 8,4%) [1].

B nocnennee Bpems Bo3pactaet poib B. cepacia, HeTyOepKyIe3HbIX MUKOOAKTepUi
B MHQUUMPOBAHUU pECHUpATOpHOro Tpakta y OonbHbIXx MB. OOGcyxnaerca pons S.
maltophilia, A. xylosoxidans u Aspergillus spp. HacToTa MyIbTHPE3UCTEHTHON OaKTEpUU
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B. cepacia B P® cocraBuna B 2015 r. — 6,6 %, B 2018 r. — 5,8 %. Kononuzamus
nbIxatebHbIX myTei S. maltophilia 3apeructpupoBano cpenu 4,3 % mnanuenTos ¢ MB,
Achromobacter spp. ormeuena y 5,8 % namnuentoB ¢ MB. DTu naHHBIE MOJIyYeHBI Ha
ocHoBanuu Peructpa 60apHBIXx MB 2017 1. [1]. JlerouHoi MUKOOAaKTEpHO3 BBISIBICH Y
0,9 % GonbHbIX B PO, a, mo nanusiM peructpa CIIA, on BcTpevancs y 12 % nanueHToB
[26; 89].

Panee nmaTonorus 1 MUKpOOHOJIOTHYECKAsT XapaKTEPUCTUKA 3a00JI€BaHUN BEPXHUX
W HIDKHHX JIbIXaTeNBHBIX IMyTeH OlleHWBaJach OTHenbHO [42]. B Hactosmiee Bpewms
JIbIXaTeNbHbIE ITyTH PACCMATPUBAIOTCS KaK €IMHAsI CUCTeMa, cocTosmas u3 Hoca, OHII,
rOpTaHH, INIOTKH, TpaxeH, OPOHXOB, a TAKXKE TUCTATBLHOTO OT/eNa JIerKux [24].

OHII sBASITOTCSA OCHOBHBIM pE3€pBYyapoM JUIsli NATOT€HHOM OaKTepualibHOU H
rpuOKoBOM (IIOpBI, CIy)XaT HMCTOYHUKOM JJii KOHTAMHUHAIIMM BCEX HIDKENEKaIInX
otrnenoB. OmHAKO, SBISASACH JOCTATOYHO 3aMKHYTOM CTPYKTypoil, mukpooOnom OHII
MOKET OTJIMYAThCS OT MUKPO(DIOPHI BCEro ABIXaTEIbHOrO TpakTa. Paznmuuus 3t emie
Oonbiie nposiBisitoTes Ha ¢oHe MB Benenctsue Hapymenus MIIK, rycroit ciusu B
naszyxax u OJIOKY COYCTHI MOJMIO3HO U3MEHEHHOM CIM3UCTON 000I0UYKOM.

Taxoke Mmukpodopa mosoctu Hoca oTndaercs ot Mukpodaopsr OHII, mockomabky
ciu3ucTas o0O0JI0YKa TOJIOCTH HOca, SBISACH (QUIBTPOM, 3aaepkuBaer (iaopy
BJIbIXaeMoro Bo3nyxa. B nccnenopanuum Johansen 2012 1. 6pu10 MokazaHo, uto y 95 %
nanueHToB Obuta oOHapyxeHa komonmzanus OHIT u nerkux P. aeruginosa c
UJICHTUYHBIM TeHOoTHIIOM [74]. B uccrnenosanuu Lavin B 2013 1. mpoBeieHO cpaBHEHHE
WHTPAOIIEPAIMOHHO B3STHIX MOCEBOB MUKPOOHOU (uiopsl 3 OHII u unaytimpoBaHHOM
MOKpOTHI. bbll10 ycTaHoBieHo, uto y 16 nereit u3 21 (76,19 %) BBISBIICHO COBIIaJICHHE
MUKPOOHOH (JIOphI BEPXHUX M HWKHUX JbIXaTeNbHBIX myTei [92]. MosekynspHo-
AMUJEMHUOJIOTUYECKUE WCCIECOBaHNS TMOKa3ald, YTO PEIUIUEHTbl TpaHCIJIaHTaTa
jgerkux npu MB BHOBb KOJOHM3HPYIOTCS TOM € MHUKpO(dIOpoH, YTO U [0
tpanciianTanuu [94]. Brnoane BepostHO, yTo P. aeruginosa momajgaeT B JICTOYHBIC
AUTOTPAHCIUIAHTATHI U3 OakTepuanbHOro pesepyapa B OHII uepe3 apixaTenpHbIC My TH.
Y mnanuentoB ¢ MB ¢ TtpaHcmuiiantupoBaHHbIMU Jierkumu onepaunss Ha OHIL ¢

NOCJICIYOIEH AIMMUHAIIMEH TaTOTeHOB, B OCHOBHOM P. aeruginosa, CHu3ujIa 4acToTy
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penuanBOB JierouHoi marosioruu [74]. Takum oOpazom, Tsokecth nopaxkenus OHIT u
HaJM4yue HA3JIbHOIO MOJIMIIO3a 3HAYMMO BIUSAET HA TSKECTh U IMPOTHO3 TEUCHUS

IIaTOJIOTHH HUXXHUX AbIXAaTCIIbHBIX HYTeﬁ.

1.10 Biausinue BOCHAJIHTEILHOIO nmpomecca B OKOJOHOCOBLIX IMadyxax

Ha KA9€CTBO KU3HU NMALHUCHTOB NP MYKOBUCIINA03€

XPC HeraTuBHO OTpa)kaeTcs Ha KaueCTBE JKU3HH MAIlUEHTOB, B 0COOCHHOCTH AeTel
¢ MB [27; 32]. Y manueHTOB OTMEYaeTcs CIEAYIOIas CHMITOMATHKA: 3aTPYAHECHHOE
HOCOBOE€ JIbIXaHue, 60116 B o0nactu npoekiuu OHII, ycranocTs, cHUXKeHHE aKTUBHOCTH
M yXydUleHWe HacTpoeHus. Haimnume 5THX CHMIOTOMOB BBI3BIBAET OTPaHUYEHUE
aKTUBHOCTH peOEHKA B MOBCEJHEBHOM KU3HU, OTPAaHUYUBAET BO3MOKHOCTb ITOCEIIECHUS
y4eOHOTr0 WJIHM JOLIKOJBHOTO 3aBeneHud. Jleth ¢ pa3nuuHbiMU nOposiBieHusMu XPC
MOT'YT TAKXX€ HCIIBITBIBATH YMOLMOHAIBHBIE WM COLIMAIBHBIE CIIOKHOCTH, HAPYLIEHHE
cHa. OHM MOTYT YyBCTBOBaTh C€0sl HEYMECTHBIMU B OOIIECTBE, a TAKXKE OIIYIIAaTh ce0s
n3onupoBaHHbIMU [47]. CHMKEHHE WM OTCYTCTBUE 000HsHUS Beienctue XPC, B Tom
yucie XPCcHII, npuBoAUT K CHM>KEHUIO alllleTUTa U MOTEpe Beca, uTo s aereid ¢ MB
SBJIIETCSI OCOOEHHO aKTYaJIbHbIM, YYUTBIBAs, YTO COCTOSSHHE MUTAHUS UTPAET BAXKHYIO
poib B moxnepxkanun ¢yHkiuu jerkux [147]. HeratuBaoe Bimsinue XPC Ha TeueHue
3a00J1eBaHMS B 1IEJIOM y TalieHTOB ¢ MB MoxeT ObITh Take 00jiee 3HAUUTEIIbHBIM, YeM
y Ju1; 0€3 Hero, u3-3a TSKECTH CUCTEMHOro xapaktepa MB [76].

MykoBHCIINI03 — TeHETHYECKOoe 3a00JieBaHUE, UMEET HEOOpaTUMBIM XapakTep,
COKpAIlaeT NPOAOKUTEIBHOCTD M Ka4ECTBO XKU3HHU. [locneHue OCTHKEHNS B IECYEHUN
MB u ero ocin0XHEHUIN yBEIMYWIA IPOJOJDKATENBHOCTD KU3HU J1toie ¢ MB, mostomy
YCHJIUS TIO YJIYUIIEHUIO Ka4yecTBa UX KM3HU CTAHOBSITCS BCe 00Jiee BaKHBIMU.

PuHonoruyeckas maToJiorus, SBJISISICh OYEHb YacThbIM MposiBiieHneM MB, BHocUT
BECOMBIW BKJIAJ] B CHIJKEHUE KauecTBa KU3HU. [Ipyu 3TOM 3a4acTyto ocTtaercs Ha BTOPOM
IUIaHE, BBULY TOTO YTO MATOJIOTHSI HUKHUX OTACIIOB JbIXaTEJIbHBIX IyTEH KIMHUYECKU
MPOSIBIISIETCS] 3HAYUTENBHO TsKeJee U TpeOyeT O0ibIIero BHUMaHuUs Jieyallero Bpayda-

neauarpa HJin IyJbMOHOJOra B BUAC IPUHATHUA HCOTJIOKHBIX TCPANCBTUYCCKUX MCD.
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HecomMHeHHO, BayKHBIM SBJISIETCSI CBOEBPEMEHHOE BBISBJICHHE U pallMOHANbHAS Teparus
XPC.

TpaguMOHHO 71 OLIEHKH KadecTBa XWU3HM npu MB mnpuMeHSIOTCS Takwue
ompocHukH, kak Cystic Fibrosis Questionnaire (CFQ), a Ttaxke Cystic Fibrosis
Questionnaire-Revised (CFQ-R) [54]. UccienoBanue cpeaw B3pOCIBIX MAIUESHTOB,
npoBereHHoe Habib A.R. mpu momony BaduInpOBaHHOTO OMPOCHUKA KauecTBa KU3HU
npu MB CFQ-R mnokazano, 4To KayecTBO JKM3HM OBLIO CTAaTUCTUYCCKU HHUXKE Y
nareaToB ¢ MB npu Hammuuun XPC, dem 6e3 [69]. OmHako B yKa3aHHBIX BBIIIC
ONPOCHUKAX ISl OMPENEIICHUS] KAaueCTBA KU3HU HEJOCTATOYHO BHUMAHUS YIEISAETCA
nposiBiienneM JIOP-natonoruu. B cBsi3u ¢ uem s oueHku BiausiHus XPC Ha kauecTBO
YKU3HU OTOPUHOJIAPUHTOJIOTH UCIOIB3YIOT BaIUAUPOBAHHBIE OMPOCHUKH, CICIHATBHO
pa3pabotanHble a1 OleHKH KadecTBa >ku3Hu npu XPC. Tlpu ux wucnonb3oBaHUU
BO3MOKHO MPOBEICHUE OIIEHKH HE TOJIbKO KaueCTBa KU3HU, HO Y BEIPAXKEHHOCTH TaKUX
KIMHHYECKUX TposiBiieHuit XPC, kak 3aTpy HEHUE HOCOBOTO JBIXaHUs, pUHOPES U / Wi
MOCTHA3aJbHBIM 3aTEK, OIIyIIeHHEe OOJE3HEHHOCTH WM JaBIEHUS B MPOEKIIUU
OKOJIOHOCOBBIX MMa3yX, CH)KEHHUE WK OTCYTCTBUE OOOHSHMUS, KOTOPbIE, B CBOIO OUEPE/Ib,
BJIMSFOT HA KQ4eCTBO XU3HM JeTei [148].

Cy1ecTByeT HECKOJbKO MHCTPYMEHTOB JJISI OIIEHKH BBIPAKEHHOCTH MPOSBICHUIN
XPC: Sinus and Nasal Quality of Life Survey (SN-5), Sino-Nasal Outcome Test
(SNOT-22, SNOT-16), omHako BCe OHM HMEIOT HEKOTOPbIC OTrPaAHUYCHHS IS
IIPUMEHEHUS UX B KAUECTBE CPENICTBA OLICHKH B KOropre Aere B Bo3pacrte ot 0 1o 18 ser
¢ MB. Tectst SNOT-22, SNOT-16 He BanuaupoBaHbI JIJIsi MPUMEHEHHUS HX Yy JETEH.
UccnenoBanmne, mpoeaeHHoe Friedman B 2006 1. Ha rpymme aerei ¢ MyKOBUCIIHI030M
¢ nomombio Tecta SNOT-16, noka3ano He3HaunTenabHOe BiusgHue XPC Ha KadyecTBO
YKU3HH TI0 CPAaBHEHHIO CO B3POCIBIMH, HO Y JETeH ObUIM MOJIYYSHBI JaHHBIE O JTydIleM
Ka4eCTBE JKU3HH, YEM Y B3POCIBIX C XPOHUUECKHUM PUHOCHHYCUTOM [63].

B uccnenoBanuu Maryam Hassanzad 2019 r. noka3ano, yto cpennuii 6amt SN-5 y
19 mammentoB ¢ XPC cocrtasun 3,4105, a cpeanuit 6amt manueHToB 6€3 pUHOCUHYCUTA
obut0 1,8426, (p = 0,000) [71]. Jlns olleHKH KavecTBa KU3HU MAI[MEHTOB cTapie 12 et
BanuaupoBan omnpocHuk SNOT-22 (Sino-nasal Outcome Test) [78; 80; 144]. B
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HACTOSILEE BPEMSI B JIMTEPATYpE MOKHO BCTPETUTH JAaHHBIE OTHOCUTEIBHO KayeCTBa
KU3HH, 0a3UPYIOUTUECS UMEHHO Ha 3TOM ONPOCHUKE.

Hekoropoe orpannyeHue 3akirodaeTcss B TOM, 4to SN-5 He omo0OpeH mis
MCIIOJIb30BaHuUs y IETEN MIIaJIIIE 2-X, & TAKXKE cTapiie 12 jet, 0JHaKo psia UCCIECIOBaHUM
[71; 153] moka3piBaeT YyBCTBUTEIBHOCTH W OOJBIIYIO TOYHOCTH JAHHOTO CITIOCOOa
oneHku y aerer ot 0 go 20 ner.

[TonoxurenbHOE BAUsHUE XUpyprudeckoro JieueHnss XPC Ha kauecTBO KU3HU KaK
y JeTel, Tak u 'y B3pocibix ¢ MB coobmanocsk paznuyasiMu aBTopaMu. B wactHOCTH, B
uccinenosanuu Jonathan Ni ¢ coaBT. moka3aHO JOCTOBEPHOE CHIDKEHHE OOIIero Oania
SN-5 na 1,83 nocie npoBeICHHOT0 XUpyprudeckoro jgeucHus [116].

CoBpeMeHHbIE JOCTHXEHUS B TEpalud MYKOBHUCIMA03a IMO3BOJIMIIM YBEIUYHUTH
MPOJIOJDKUTEILHOCTh JKM3HU TAIIMEHTOB W JielaeT OOOCHOBAaHHBIM pa3pabOTKy W
BHEJPEHHUE HOBBIX MOAXOJ0B B Tepanuu nanueHToB ¢ XPC npu MB g noBblieHust

Ka4dycCTBa UX XHU3HU.

1.11 Tepanusi XpOHMYECKOT0 PUHOCHHYCUTA NIPH MYKOBHCIHA03€

JleyeHne HaHHOW MATOJIOTUM YPE3BBIYAMHO CJIOKHO M3-3a JIEXKAILErO0 B OCHOBE
reHeTuueckoro jaedekra, Beayuiero k ero passuthio. XPC npu MB  wacro
HEBOCIIPUMMYMB K CTAaHJAPTHOW TEpanvy, a TaKXKe BO3MOXHBI PELUIAUBBI IOCIE
npoBeJcHHOro Xupyprudeckoro jeuenus [91]. [Tomumo pa3inuyHBIX KOHCEPBATHBHBIX
METOJIOB TEpPANUU MPU BBIPAKEHHOM IIOJIUIIO3HOM TMOPAXKEHUM IIOJOCTH HOCA
MIPUMEHSETCS TAKKE XUPYPrUUECKOE JICUCHHUE, HAIIPABJIICHHOE Ha yAAJIEHUE TOJUIIO3HO
W3MEHEHHOU CIU3UCTON 000JI0YKH U BOCCTAaHOBJICHUE ApeHaXka B mosioctu Hoca u OHII.

[TepBbiM marom B neuenun XPC y aereit ¢ MB siBnisieTcst KoHCEpBaTUBHAS TEPATUSL.
HccnenoBanusi, MOCBSIIEHHBIE MOAX0IaM K KOHCEpBaTUBHOM Tepanuu XPC, CBI3aHHBIM
¢ MB, HEMHOTOYHCIIEHHBI, TO3TOMY B HACTOSIIIEE BPEMSI OYEHb Majo J10Ka3aTEIbCTB
7 (HEKTUBHOCTH PA3IMYHBIX JIGKAPCTB U UX PEKOMEHAYEMbIX J03UPOBOK. Erie MeHbIe
u3BeCTHO 00 3(ddexktuBHOCTU M Oe3zomacHoctu Tepanuun XPC, cBs3anHoii ¢ MB B

neauarpuyeckoit mpaktuke [85]. CymectByronue uccienoanus no repanuu XPC npu
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MB, umMmeromuecss Ha JaHHBIA MOMEHT, OCHOBaHbl Ha HEOOJIBIIMX BBHIOOpKAX, a B
OOJBIIMHCTBE MCCJIEAOBAHUM OTCYTCTBYIOT JaHHBIE O pa3iu4MsaX BBIOOpa Tepanuu B
3aBUCUMOCTH OT BO3pacTa MaIlMeHTa, 4TO JeIacT BEIOOP aJeKBaTHON Tepanmuu CI0KHON
3az1aucii.

B kommiekcHOEe JieueHHE BXOSAT pa3IMuHbIC TPYMIbI MPENnapaTroB, TaKUE Kak
AHTUOMOTUKH, MYKOJUTHKH, KOTOPbIE MOTYT MPUMEHSTHCSI KaK CHUCTEMHO, TaK U
TONUYECKH, HHTpaHa3anbHble TMOKOKopTHUKOCTepouasl (MHI'KC), nexkoHrecTaHTsl,
AHTUMHKOTUKH, AHTUTUCTAMUHHBIE, HECTEPOUIHBIE TPOTUBOBOCIIAJIUTEILHBIC CPE/ICTBRA,
MIPOMBIBAHHUE HOCA COJIEBBIMU pacTBOpaMH [82].

JocTaBka JIEKapCTBEHHBIX IpenapaToB ¢ wenbto Tepanuu XPC  Moxker
OCYILECTBIISITHCSA C TTOMOIIBIO UCIIOB30BAaHUS TaKuX (OpM, Kak Kalljud B HOC, CIIPEH, a
TaKXe UppUTalus MOCPEACTBOM HA3AJIBHOTO AyIIa, MPOMbIBaHUS 1mojaocTu Hoca u OHII
o A. Proetz. B mocnennee BpemMs Takke BO3MOXHO HCIOJIb30BAHUE UHTAISUN, B TOM
YHCIIC C My IbCUPYIOIICH Moaueii JSKapCTBEHHOTO CpeICTBa B ImoJocTh Hoca u OHIT [21;
102; 154].

[lepcrieKTUBHBIM METOJOM JOCTaBKH Ipernapara B MOCICONEPAMOHHOM MEPUO/Ie
SIBJISFOTCS] Ha3aJIbHBIE CTEHTHI C MPOJIOHTUPOBAHHBIM BHICBOOOKICHUEM JIEKAPCTBEHHOTO
npenapata. B Hacrosiiee BpeMsi B MPAKTUYECKOM 3/IPABOOXPAHEHUU IS JICUCHUS
nanueHToB ¢ XPC Ha ¢poHe MB npuUMEHSIOTCS CTEHTHI C TITIIOKOKOPTUKOCTEPOUTHBIMU
npenaparamu (MoMmeTazoHa (ypoaToMm), TPUAMIIMHOJIOHOM. MCCIEIYETCS TaKXKe
BO3MOXXHOCTh TMPUMEHEHHUSI CTEHTOB C LUMNPOMIOKCAIIMHOM U HUIpPOodIIOKCAIH-
uBakapTopHbie cTeHThI [145]. CTeHThI ¢ MOMeTa30HOM QypoaToM B 103upoBke 370 wiu
1350 MKT, ycTaHABIMBAIOIIKUECS ITOCIIE XUPYPTUUECKOTO BMEIIATENBCTBA B TOJIOCTh HOCA
nu B TedeHue 30-90 nHel, MOCTENMEHHO pAacCcachIBasCh, OKA3bIBAIOT JIUTEIIBHOE

POTUBOBOCIAJIMTEILHOE ICHCTBUE HA CITU3UCTYIO 000JI04YKY ToocTu Hoca [141].

HNppurpannoHHO-3IMMUHAIIMOHHAS Tepanus
[Io MHEHUIO 3KCHEPTOB MEKAUCUUIUIMHAPHOIO COBETA, NPUHUMABIINX Y4acTHE B
2020 r. B moaroroBke koHceHcyca mo Tepanuun XPC y nereit ¢ MB — neauarpos,

OTOJIAPUHTOJIOTOB U IIYJIBMOHOJIOTOB, HWPPUTALIMOHHO-3JIMMHUHAIIMOHHAS  TCpalinsd
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MOJIOCTH HOCAa U OKOJIOHOCOBBIX Ma3yX COJIEBBIM M30TOHHMYECKHM PACTBOPOM JOJIKHA
ObITh pekoMeHroBaHa i Teparnuu XPC y Bcex nereii ¢ MB [73]. Tyanet u npombIBaHue
HOCA MOJKET OCYIIECTBIAATbCS KaK IMpH IOMOIIM HOCOBOIO [yIllla, TaK M C
UCIIOJB30BaHUEM acnuparopa W KaHwoib Juisi npombiBanuss OHIIL. Ilocnegnuii BUI
TyaJsieTa Hoca 0COOEHHO 3((EKTUBEH B MOCIECONEPALUMOHHOM NIEPUO/IE JIs MAIIUEHTOB, Y
KOTOpPBIX OBUIM BBINOJHEHBI 3HJOHAa3aibHble BMemaTenbcTBa Ha OHII u co3nmanbl
MCKYCCTBEHHO PAaCIIMPEHHBIE COYCThsI C MOJIOCTHIO HOCA.

JInst mpOMBIBaHHSI HOCA MOTYT HMCIOJIb30BAaThCSl COJIEBBIE PAaCTBOPBI — COJIEBOM
nzotoHnueckuit pactsop (0,9 % pactBop HaTpus XJIOpHUAA), TUIIEPTOHUUECKHE PACTBOPHI
(manbonee yacto 2,0-3,0 % u 7 % pactBopsl HaTpHs XJopuaa). Takoi Buj Tyanera Hoca
Cc coJieBbIMU pacTBopamMu 00beMoM 100—200 M1 MOKET ObITh UCIOJIB30BAH JITTUTEIBHO Y
MAlMEHTOB C paccMaTpUBaeMOM MAaToJOTHUEd, TpPH HEOOXOJUMOCTH TOCTOSIHHO U
TIOMOTAaeT yJAJICHUIO W3 IMOJIOCTH HOca oTaensieMoro. Meta-aHamu3 Liu L. ¢ coaBrT.
TIOKa3bIBaET OE30MaCHOCTh MPUMEHEHUSI THIepToHnYeckuXx pactBopos (1,1-3,5 % NaCl)
U 3((PEKTUBHOCTh, B YACTHOCTH YJy4IlIEHHE MYKOLUMUIUAPHOTO TPAHCIOPTa H

MYKOJIMTHYECCKOW aKTUBHOCTH [96].

Tonuyeckue riIlOKOKOPTHKOCTEPOU/IHBIE NIPeNapaThl

Copemennbie UHI'KC, Takue kak momera3oHa ¢ypoar u (iayThkazoHa ¢ypoar,
obnanass HU3KOM OMOJOCTYIMHOCTBIO, KoTOpas coctaBiser okoio 0,1 %, u BBICOKOM
3¢ (HEeKTUBHOCTHIO SBISIOTCS OCHOBHBIMH NpenapataMu aiis Tepanuud XPC u BXOIAT Kak
B OTCYECTBEHHBIC, TaK U B 3apyOexHbIe cTanaapThl JeueHnuss XPC [49]. Onnako nmeetcs
€IMHCTBEHHOE paHJOMU3UPOBAHHOE JIBOMHOE CJernoe Iuianebo-KOHTPOIUPYyEMOe
uccienoBanue MHI'KC 2000 r., B xoropoM ydactBoBajio 46 mnauueHToB ¢ MB,
nnmuBieecs 6 Henenb [70]. Ho HecMOTpst Ha HEIOCTATOYHYO JTOKA3aTeNIbHYIO 0a3y U TOT
¢dakt, uro MuI'’KC, obnanas BbICOKOW MPOTUBOBOCTIANUTENbHOM akTUBHOCTHIO, MHI'KC
oonee 3(PppexkTUBHBI AJIA JEUCHUS] «IO3MHOPWIBHBIXY» (AJIEPTHUECKUX) MOJUIOB U
HECKOJIbKO yCTymaioT B 3(G(EeKTUBHOCTH JIEYEHUS B OTHOIICHUU (HUOPO3HO-

BOCIAJIUTENIbHBIX («HEUTPOPUIBLHBIX)) MOJIUIIOB, Mpeodaaatonux npu MB, oqHako Ha
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MpaKTUKe JaHHbIE TIpernaparbl MOKa3bIBAIOT XOPOUIMH KIMHUYECKHH 3(ddexT B
npoUIaKTHKE U YMEHbIIICHHH 00beMa mojumos [117].

Hekoropele aBTOpel pekoMmeHayroT wMecTtHoe npumeHenne WHI'KC B Buae
NyJbCUPYIOMUX KOMIIPECCOPHBIX HHTpaHA3aJbHbIX WHTAIANUN  (OyJIecoHua) U
IPOMBIBaHHE TMOJOCTH HOCAa PacTBOPOM OynecoHuja ¢ O0JbIIMM 0OBEMOM COJIEBOTO
pactBopa (90—240 mu) [142].

Merta-ananmu3 2019 r., npoBeneHHbt Graysonc ¢ coaBT. MoOKa3biBaeT 0€30MaCcHOCTh
U xopomui 3pPexT npuMeHeHHs JUIUTEAbHBIX (10 165 Henenb) MpOMBIBaHHUM MOIOCTH
Hoca 1 OHII coseBbiM pacTBOpoM ¢ OymecoHuaoMm B no3upoBke 0,5 mMr[67].B nanHom
aHaJIn3€e MPUCYTCTBYIOT IaHHbIE B TOM YHCIIE TallMEeHTOB, NepeHecmnx FESS. Ha ocHoBe
aHaM3a MOKa3aHO JIOCTOBEPHOE YJIyYIlIEHHE HOCOBOIO JBIXaHUS M KAaYeCTBA >KM3HU Ha
¢done nanHoi Tepanuu. [IpoBeneHa oleHka 0€30MaCHOCTH JUIMTEIBLHOTO NMPUMEHEHUS
['KC B Buae HppUTAllMOHHOMW TEpamMd HAa OCHOBE HCCIEIOBaHUS (YHKIUU
HA/IMMOYEYHUKOB ¥ KOHIIEHTPAIIMK TOPMOHOB B kKpoBH [137]. [IpuMeHeHHe mpenaparos
3TOW TPYIIIBI MO3BOJSAET YJYYIIUTh KAayeCTBO JKU3HU M OTCPOYMTH, & MHOTAA JAXe

3aMEHHUTh XHpypruueckoe JiedeHue [33].

Tonuueckass MyKOJIMTHYECKAS Tepanus NpenapaTroM JopHa3a ajib(a

JopHaza  anbda  sBASETCSs  JEKApCTBEHHbIM  NpenapaTtoM,  CHEHUaIbHO
pa3paboTaHHBIM JIJIs1 iedueHus narreHToB ¢ MB. [lanHblil mpenapat npeactaBisieT co0oi
OUMIIEHHYI0 PEKOMOMHAHTHYIO 4YEJIOBEUECKYI0 Je30KCHpuOOHykiea3dy [, reHHo-
WHXCHEPHBIA BapHaHT TPHUPOAHOTO (epMeHTa uejoBeka. MexaHu3M ero JIeuCTBUS
3aKJIF0YAeTCsl B paclieluieHun Mosekysl BHekierouHoud JIHK B cekpere mpocsera
BEPXHUX U HUKHHUX OTAEJIOB IbIXaTEJIbHBIX MTyTEH, KOTOPHIC HAKATIJIMBAIOTCS BCICICTBUE
pacnaga HeUTpoduIoB, Makpo(daros, a Takxke OAKTEPHAIBHBIX KJIETOK U MOBBIIIAIOT €r0
BSI3KOCTh. [I[pruMeHeHue 1opHa3bl ajib(a MPUBOIUT K OBICTPOMY ¥ 3HAUMMOMY CHHYKEHUIO
BSI3KOCTH CEKpeTa BEPXHHMX W HHXXHHMX OTJEJIOB pecruparopHoro tpakrta [5]. Taxxe
JIHaza oOmamaeT mMPOTUBOBOCHAIUTENBHBIM d3(PQPEKToM 3a CYET yMEHBIICHUS
COAECPKaHUSI METAJUIONPOTEMHA3, BBI3BIBAIOIIMX JECTPYKIHUIO JIETOYHOW TKaHHU,

YMEHBIIIAET CoJiepkKaHue HeuTpoduiapHOM 3mactassl, 1L-8 B cinusm, mpemorBpamaet

34



nepexon Pseudomonas aeruginosa u3 HEMYKOUTHOU bopMbI B
AHTUOMOTUKOPE3UCTEHTHYIO MYKOUIHYO [4].

[Tpu ucnonp30BaHUU JTOpHA3bl anb(da B BUAE MHTAISAIUN Yepe3 KOMITPECCOPHBIN
VHTAJATOP C MYJIbCHUPYIOLIEN NOoJayel a’spo30Jisl JOCTUTaeTCs BBICOKAs KOHLEHTpALUs
aspo3ons B nosioctd Hoca 1 OHIL. Ognako nmpu XPC u 0coOE€HHO NMpU Ha3adbHOM
nonuno3e ycthsi OHII wacto oka3piBatOTCsl 3a0JOKHMPOBAHBI MOJUNAMH, OTEYHOMN
CIIM3UCTOM O0OJOYKOM IOJIOCTM HOCA M HOCOBBIX pPAaKOBHMH, a TakKXe 3a CYeT
MEIUaIN3alld CTEHOK BEpPXHEUEIIOCTHBIX IMAa3yX M HapyUIEHHS CTPYKTYpbI
ocreomearaibHoro komruiekca [102]. DHmoHa3anpbHOE MPUMEHEHHE JOpHA3a aibda
CTaHOBUTCSl Haubosee 3(PPEKTUBHBIM MPU BOCCTAHOBICHUU MPOXOJIUMOCTH COYCTUH C
OHII, koTopoe 1ocTUraeTcsi pu BO3MOKHOCTH KOHCEPBATUBHO, UJIU K€ UCKYCCTBEHHO
BCJICACTBUE  BBIIOJIHEHUS  SHJAOHA3aJbHOIO  XUPYPTHYECKOrO0  BMELIATEIbCTBA,
00ecIeynBaroIIero J0CTyn npenapara B noiocts Hoca 1 OHII k ocHOBHBIM pe3epByapam
U MeCcTaM TMpOAYKIMH TYCTOTO UM BS3KOIO CEKpeTa, YCUIMBasg M MpoJJjieBas

HOJIOXKHUTEIbHBIN 3 (hekT mocie xupyprudeckoro sedenus [111; 146].

MecTHasi aHTHOAKTepHAJIBLHAS TEPANINS

OPPEeKTUBHOCTh TOMMYECKOTO MPUMEHEHUSI aHTUOMOTUKOB B Tepanuu XPC Oblia
JoKa3aHa Ha manueHTax 6e3 MB [40]. M3-3a BaxkHO# poyii XpOHHYECKOW KOJOHU3AIUH
OKOJIOHOCOBBIX Ta3yX, B OCHOBHOM P.aeruginosa u S.aureus, B ceszannom ¢ MB XPC,
MECTHOE NMPUMEHEHHE aHTUOMOTUKOB SIBISIETCS HEOTheMJIeMON 4acThio jedeHus: XPC.
Haubonee pacnpocTpaHeHHbIMH MECTHBIMM aHTHOMOTHMKAMH, HCIIOJIb3YEMbIMH B
tepanuu XPC y manneHToB ¢ MB, sBIst0TCS KOTUCTHMETAT HaTpus 1 ToOpamuiiyH [103].
[TprMmenenune ToOpaMuIIMHa M KOIMCTUMeTaTa HaTpus 11l Tepanui XPC BO3MOXKHO B BUJIE
UPPUTALUU U UHTAISIIMOHHO, B YACTHOCTH MPH MOMOIIH MyJIbcupytoieii momauun [101].

[IpoMbIBaHKE OKOJIOHOCOBBIX Ma3yX C AaHTUOAKTEpUAIbHBIMU IpenapaTaMu
M3Yy4aeTcs IaBHO M MOKa3aHa xopouias 3PeKTUBHOCTh JAHHOTO BUIa MECTHOM Tepanuu
[95]. Bo3moskHO Ha3HaueHHE MPOMbIBaHHS HOca KypcoM 7—10 mHe# ¢ UCImoIb30BaHUEM

AHTUCETITUYECKUX PacTBOPOB: pacTtBop okTeHuauHa 0,1 % u ¢peHokcudTanona 2 % B
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pazBeaeHuu 1 k 8 ¢ uzoToHUYeckUM pactBopoM mpu oboctpenun XPC. [Ipumenenue
JaHHOT'O BHJAa Tepaluu onucaHo s naueHToB ¢ XPC 6e3 MB [15].

Jlst marueHToB ¢ MB MHTaISA1IMM aHTUOMOTHKOB CUnTaroTCs 0osee 3 PeKTHBHBIMU
JUISL KOHTPOJISi MH(MEKIMU, YeM HMX MepopajibHOe WM BHyTpuBeHHOE BBeneHue ADBII,
MOCKOJIPKY ~HMHTAJISIIMOHHBIE AHTUOMOTHKH TIPOHUKAIOT B CIHM3UCTYIO OOOJIOYKY
OKOJIOHOCOBBIX naszyx Oomnee 3¢ (HEeKTUBHO, co3aaBas MaKCHUMaJIbHBIC
KOHIIEHTpaluu. boyee Toro, MHraasIMOHHAas JJOCTaBKa AHTUOAKTEpUATIbHBIX IIPETapaToB
Oonee Oe3omacHa, TMOCKOJIBKY OTCYTCTBYIOT TOOOYHBIE TOKCHYECKHE d(DPEKTHI,
CBS3aHHBIE C  CHUCTEMHBbIM  NPUMEHEHHEM  IpEenapatoB  (OTOTOKCHYHOCTb,
HEe(POTOKCUYHOCT). MHransnmoHHoe MpUMEHEHUE AaHTHOUOTHUKOB 3(P(HEKTUBHO
OJIHOBPEMEHHO ISl Tepanuu 000CTpeHUs] 3a00JIE€BaHUSI KaK BEPXHHMX, TaK U HUKHHUX
OTJICJIOB JbIXaTEIbHBIX MyTed. DPHEKT KyNmUpOBaHUS JIETOUHBIX OCIOXHEHUH H3y4YeH
ayudmie. B nBoiiHOM ciienmoM miiane00-KOHTPOIUPYEMOM HCCIICIOBAaHUU aBTOPBI
MOKa3aJu XOPOIIUM pe3yJbTaT UHTAISIUOHHON Tepanuu TOOPaMUIIMHOM, B CPaBHEHUU
C MW30TOHUYECKUM COJIEBBIM  pPAcTBOPOM, 3aKIIOYAIOMIMICA B  YMEHBUICHUU
cumnToMatikn XPC W CHMKEHMM KOHIIEHTPAallMM IIaTOT€HAa B CMbIBAX U3
OKOJIOHOCOBBIX Ta3yx [101]. Bo3amMokHO Ha3HAYeHHE WHTAIAIMOHHON M BHYTPHUBEHHOM
antuOakTepuanbHoi Tepanuu (ABT) OIHOBpEMEHHO TO PEIICHHUIO KOHCUIIMyMa
CHCIMAJIUCTOB M C y4eToM (papMakoJIormueckoi rpymmsl npenaparoB [157]. BaxHo
MOMHUTh, YTO TMPHU PEryJSIPHOM BBINOJTHECHUN WHTAJSIIUOHHONW TEpamuu JIOOBIMU
JIEKapCTBEHHBIMU TIpenapaTaMy CyIIECTBYET OMAaCHOCTh KOHTaMUHAIIMU UHTaIsTOpa. B
CBSI3M C ATUM TnanueHTam ¢ MB pexkoMeHJO0BaHO NpH NPOBEACHUM HHTAISLINAN B
JIOMAIITHUX YCIIOBUAX TOJIb30BAThCSl MHANBUAYATBHBIM HEOYIaii3epoM ¢ BO3MOKHOCTHIO
3aMEHBI KaXble TPU Mecslla KOMIUIEKTa paclblINTENsl, TPYOKH BO3AyX0BOAa, (DUIBTpa

U eXXeqHeBHOM ae3nndexiueit [157].

CucremHasi aHTHOAKTepHAIbHAS TepPaNus
boimbHpie ¢ MB ¢ camMoro poxaeHus IPEIpacroyioKEHbl K Pa3BUTHIO
OakTepraabHONW MH(EKIIMA B HIKHUX OTIENaxX JbIXaTelbHbIX myTed [52]. Hapymenue

cunte3a CFTR B HIXKHUX OTAENaxX pecHUpaTOPHOro TPakTa MPUBOJIUT K HAPYILICHHIO
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MIK, yBeIM4YEeHUIO BI3KOCTH MOKPOTBI, U CHUKEHUIO UMMYHHBIX 3alUTHBIX CBOMCTB.
Yame Bcero y»e B paHHEM BO3pAacTe€ pPa3BUBAETCS XPOHUYECKas OpOHXOJETOYHAs
uHpekus, a Takxke nHpekmonHoe nopaxenue OHIL. BupycHbie nHbekum y aetei ¢
MB noBbIlIaeT puCK U CIOCOOCTBYET Pa3BUTHIO OaKTEpUAILHOTO BOcajieHus. B cBs3u
C 3TUM CHUCTEMHBbIE aHTHOAKTEpUAJbHBIE IpPENaparbl SBISIOTCA OYEHb BAXKHOU H
HEOThEMJIEMOM 4acThio Tepanuu npu MB. CuctemHas aHTHOAKTEpHAJIbHASI Tepanus
HA3HAYaeTCsd BCEM MaIlMEHTaM C 00OCTPEHUEM XPOHUYECKON MHMEKIUU JbIXaTEIbHBIX
nyTel, BKIIIoYasi 000CTpeHUs Ha JOHE OCTPOIl pecriupaTopHOi MH(GEKINH, B TOM YHUCIIE
BUpPYCHOTO TeHe3a [157].

[Ipu mnpoBeneHuum  aHTHOMOTHKOTEpanmMM  OakTepUalbHOM  HMH(EKIUH B
OpOHXOJIETOYHOW CHUCTEME MallMeHTaM ¢ MyKOBUCLH030M HEOOXOAMMO MPUHUMATh BO
BHUMaHUE YYBCTBUTEJIBHOCTb BBIJECIIEHHOTO MHUKpOOpraHu3ma. Takxke IMpu BbIOOpE
aHTUOAKTEpHATBHOTO Tpenapara IeJ1eco00pa3HO YUYUTHIBaTh A()PEKTUBHOCTH paHee
IIPOBOJMMEBIX KYPCOB aHTHOAKTEpUATIbHON Tepallii Y KOHKPETHOTO maruenTa [11].

Yame Bcero st kynupoBaHusi oboctpeHnit XPC ucnosb3yroTcs 3alluilleHHbIE
NEHULWJUIMHBI, 1e(}aJoCnOopuHbl, KapOONEHEMbl, AMUHOTJIMKO3UIbl W MaKpOJIUIbI:
AMOKCUIIMJUTMH + KJIaBYJIaHOBas KHUCJIOTA, HMUMPOQIIOKCAINH, neTa3uaumM, aMUKaIluH
Kypcamu ot 14 nueit. [Ipu KOHTaMUHAIIMW JBIXATEIbHBIX MyTel P. aeruginosa gacro
MPUMEHSIOTCSI aMUHOTJIMKO3U/IbI, OJHAKO HEOOXOAMMO, YUYUTHIBasi OTOTOKCUYHOCTb
JIAHHBIX MIPENapaToB, MIPOBOIUTH PErYJIIPHOE ayqHoJIorudeckoe oocnenoanue [3].

Bbicokne 110361 W JUIMNTENbHOE NPUMEHEHUWE AHTUOMOTHKOB Yy TMAIUMEHTOB C
MYKOBHCIIMJIO30M, a TaKe€ KOMOMHUPOBAHHOE MPUMEHEHHUE U OJTHOBPEMEHHOE JICUCHHE
pa3IMYHBIMM TPYIIaMHU MpEenapaToB, TPEOYIOT J1abOpaTOPHOTO M MHCTPYMEHTAJIBLHOTO
KOHTpPOJISI BO3MOXHBIX HEXeJlaTeIbHbIX 3(()EKTOB OT MPUMEHEHUS MEIMKAMEHTOB,

NpeAyIPEXACHUSA U, IPU HEOOXOIMMOCTH, UX Tepanuu [157].

CucremHas Tepanus r’IIOKOKOPTUKOCTEPOUIHBIMU NperapaTaMu
B Tepanuu MB cucremnsiii npuemM I'KC npumensercs, npexae Bcero, s
KYIMUPOBAHUSI BOCHAIMTEIBHON pEaKIuu JbIXaTeabHbIX TyTed. OIHAaKO MOOOYHBIC

B(b(beI(TBI BCCbMa 3HAYUMBI B JACTCKOM BO3paCTC, TaK KaK CTCPOMIbI BJIMAIOT Ha
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TUIIOTAIaMO-TUIIO(PU3aPHO-HAAIOYEUHUKOBYIO ~ cUCcTeMy.  Takke  IpUMEHEHHE
IpernapaToB 3TOM IPYIIbI MpeApacioyaracT K pa3BUTHIO CaXxapHOro Auadera, KOTOPbIT
M3HA4YaJIbHO YacTO BCTpedaercs y Jni ¢ MB H3-3a HEZOCTATOYHOCTH ITOKEIYIOYHOU
JKeJIe3bl U HapyIllIeHus: OOMEHa BELIECTB, BbI3bIBAS 3aMEJICHUE JIMHEWHOTO pocTa JIeTel,
BCJICJICTBHE YETO JUTUTESIHHBINA MTPHEM 3TUX MPEIapaToB JOKEH ObITh orpanuyieH [113;
114].

Cucremnble 'KC HazHauatoTcss mpu TspkenoMm TedeHun MB, oOycrnoBieHHOM
YaCThIMHM PELUIMBAMH C BBIPAKEHHOU JbIXaTEIbHONW HEJOCTATOYHOCTHIO; JUIUTEIEHOM
BOCHAJINTEIBHOM MIPOLIECCE, B TOM YUCIIE MPU OCIIOKHEHUU 00pa30BaHUEM aTeNIEKTa30B
B JIETKUX; JUTUTEILHOM U IJIOXO KyITUPYEMOM OOCTPYKTUBHOM CUHIPOME, pePpakTepHOM
K JICHCTBHIO 32-arOHKCTOB; aJFICPrHUeCKOM OpoHXosieroanom acneprumiese (ABJIA) [6;
11; 157].

KparkoBpemennslii npuem nepopaibHbix ['KC Ha cTapTe Tepanmym puHOCUHYCUTA
OJIHOBPEMEHHO C aHTUOAKTEpUAJIbHON Tepamueil SBIAEeTCS AOCTaTOYHO 3(P(PEKTUBHBIM
MeTonoM Tepanuu XPC, oHaKo HE HaIIeN IUPOKOro IPUMEHEHUS B JJETCKOM BO3pacTe
BBHUJIy BBIIIENEPEUUCICHHBIX MTOO0YHBIX 3(P(EKTOB CO CTOPOHBI THUIIOTOJAMO-

runo(u3apHO-HAMOYEUHUKOBOU CUCTEMBI.

Taprernas Tepanus MyKOBHCLIMI032

Tepanusi, HampaBjieHHass Ha OCHOBHOW TeHETHYECKUM JedexT, yxke nmana
MHOTOOOemaromme pe3yabrarhl B iedeHnd MB. Co3mans! 1Ba Buga CFTR MoaysaTopos,
ucrnosib3yembix mpu MB: koppekTops! yBenuunBarot nepenoc 6eiaka CFTR na memOpany
MOBEPXHOCTH KJIETKH, a NOTeHHHatopsl yiaydmaroT ¢yakinuio CFTR-kanana s
TpaHcMeMOpaHHOTo MoHHOTO moToka [93]. Biusuue momynsatopoB CFTR Ha Tedenue
XPC, cBszanHoe ¢ MB, Obu0 mpoaHaIM3UPOBAHO I HBakapTOpa B HECKOIBKUX
UCCJIEIOBAHUSIX HU3KOM JOKA3aTeIbHOCTH, a JIJIi KOMOMHUPOBAHHON TPOMHOW Tepanuu
Ha OCHOBE dJIekcakadTopa, TezakadTopa U MBakapTOopa — B IBYX HMCCleaoBaHusAX [35;
36]. [TaToreHeTnyeckue JeKapCTBEHHBIEC Mpemaparhl A Tepanuu MB, npuMensiembie B

Poccun u 3a py0ekoM yka3aHbl B IPUIIOKEHUH 1.
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PannomMu3rnpoBaHHbIE KOHTPOJUPYEMbIE MCIbITaHUA, oueHuBaromue poib CFTR
MoayJsiTopoB B Tepanuu XPC, cBszanHOi ¢ MB, OTCYTCTBYIOT, M, TaKuM 00pa3om,
NpsIMOE BIUSIHUE 3TUX areHTOB Ha cBA3aHHOE ¢ MB 3a00sieBaHNE OKOJIOHOCOBBIX Ma3yX
€lIE IPEJACTOUT YCTAHOBHT.

Hccnenoanus BiusHus uBakadTopa B Buae MoHoTepanuu Ha XPC y mauenTos ¢
MB, orpaHnuYuBarOTCS ONMHMCAHWIMHU CiIydaeB U cepusimu ciydaeB. Chang c¢ coasr.,
npeactapwin  ciydait XPC y B3pocimolt xeHmuHbl ¢ MB, pesucreHTHOro K
KOHCEPBAaTUBHOMY U XUPYPrUUECKOMY JICUCHUIO, Y KOTOPOI 3HAUUTEIHHOE KIMHUYECKOE
yJy4lieHre ObUI0 TOCTUTHYTO Mocie 1-MecsYHOM Tepanuu Ha OCHOBe mpuMeHeHus 150
mr uBakagtopa [46]. [Tocie 10 mecste Tepanuu uBakadgropom KT y sToro manueHra
nokaszana BoccraHoBienue aldpanuu OHIL. Vreede ¢ coast. B 2015 r., Habmogaiu
3HaUUTENbHOE YMeHbIIeHHEe cuMnToMoB XPC u nonmHoe ucuesnoBenue KT-npusHakos
XPC, cBszanHoro ¢ MB nocnie 5 MmecsieB Tepanuu uBakapTopoM 17-1eTHER NeByLIKA
[150]. Kpome Toro, uBakadTop MpUBEN K 3HAYUTSIILHOMY YIIYUIICHUIO Ka4eCTBa KU3HHU,
KOTOpble ObUIM OlleHeHbI ¢ mnomoinbio onpocHuka SNOT-20 y mamuentoB ¢ MB B
BO3pacte 6 JyieT u cTapuie ¢ mytaruer G551D gepes 1, 3 u 6 mecses HaboaeHus [106].

Jlymakadrop neWcTByeT Kak «KoppekTtop». [Ipemapar 4yacTUYHO HCHpaBIsSET
ctpyktypy 6enka CFTR wu, cienoBarenbHO, yaydliaeT nepeHoc Oeika Ha MOBEPXHOCTh
wietku [151]. Jlymakadrop ctanoBUTCS 3((HEKTUBHBIM MPU UCTIOJIL30BAHUU B COUCTAHHH C
nBakaTOpoM, Kak «rmoTeHimaropom». Jlymakadrop-uBakapTop peKOMEHIOBaH IS
neyenus MB y romosuror ¢ mytanueit F508del B PO B Bo3pacTe oT ABYX JIeT U cTaple.
[To3nHee niis romo3uroT mo reHerndeckomy Bapuanty F508del B Bospacte ot 6 o 11
JeT Oblla peKOMEHJoBaHa KOMOWHAIMsA HBakaTopa C JIPYTUM «KOPPEKTOPOM») —
Te3akaTOpOM, a 3aTeM C JABYMS KOPPEKTOpamMu — 3jiekcakadTopom U Te3akadhTopom
[138]. B pannomusupoBanHoM uccienoBanuun DBPC, nposenennom Wainwright € coaBT.
2015 r. ¢ yyactueMm namueHToB — romo3urotr F508del B Bo3pacte 12 ner u crapuie
nymakadTop-uBakadTOp MOMOT YIYUIIUTh JErOuHY0 (QYyHKIHMIO (Ha OCHOBE IMOKa3aTels
O®B;), CHHM3UTHL PHUCK JIETOYHBIX OOOCTPEHUH ¥ YMEHBIIUTH KOJUYECTBO

TOCIHTAIM3AIMN U BHYTPUBEHHOW aHTHOMOTHKOTeparnuu [151].
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TezakadTop SBIAETCA TaKKE «KOPPEKTOPOM» M JIEUCTBYET AaHAJIOTMYHO
TymakadTopy M MCIOJb3yeTcss B coueTaHuu ¢ uBakadropoM. Tezakadrop-uBakadrop
npumensiercs B CIIA nns tepanuu naumeHtoB ¢ MB B Bo3pacte 6 JieT U crapiie c
TOMO3HUTOTHBIM reHOTUNOM 1o MyTanuu F508del ninm nmeronux reHeTH4ecKuii BApUaHT
F508del u npyryro myranmio, 9yBCTBUTEIBHYIO K Te3akapTopy-uBakadptopy [143].
PannoMu3npoBaHHOE UCTIBITAHUE, TPOBEICHHOE MPU TEPANUU MAIUEHTOB-TOMO3UTOT
no reHernueckoMmy Bapuanty F508del, mokazamo, 4ro Tepamus, OCHOBaHHas Ha
Te3akadrope u mBakadTope, mpuBoauia K yiaydmeHuto OPB; m kadecTBa XKHU3HU B
nepecMoTpeHHoil ankere no mMykoBucuuao3y (CFQ-R). OH Takke CHU3MI YacTOTy
00OCTpEHMIA JIETOYHOM MAaTOJIOTMHU MO CpaBHEHHUIO ¢ ranedo. Tezakadrop-uBakadTop
3HAYUTENIBHO yaydlmwi mnoka3arenb O®B; W KayecTBO KW3HA Yy TAIMEHTOB,
rerepo3uroTHsix o F508del, mo cpaBHeHHMIO ¢ MpUMEHEHUEM TOJILKO HMBakadTopa u
mwiareoo [127].

OnekcakaTop — 3TO «KOPPEKTOP» HOBOI'O MOKOJIEHUS, KOTOPBIA HalpaBieH Ha
BocctanoBieHue QyHkiuun Oenka CFTR. Tpoiinas koMOuHMpoOBaHHasi Tepamus Ha
OCHOBE ajekcakadTopa, TezakadTopa u uBakapropa OblIa 0100peHa JJIsI TOMO3UTOT U
rerepo3urot o F508del, a takxke nns mamuentoB ¢ 177 myranmusamu rena CFTR B
BO3pACTE ABYX JIET U cTapuie. Bo3MOXHOCTB ISl IPUMEHEHHS] TPOWHOW TEPAIUK B BUJIE
anekcakadTopa, TezakadTopa u uBakadropa nmpu MB coctaBiser 85-90 % manmeHTOB
[82].

UccnenoBanusi, JIEMOHCTPUPYIOIIME BIUSHUE TPOMHONM KOMOMHUPOBAHHOM
tepanuu Ha 3a0oneBanrie OHII npu MB, B HacTosiiee BpemMsi OrpaHUYUBAIOTCS TOJIBKO
IByMsi pabOTaMu, B XOJI€ KOTOPBIX OIICHUBAINCh OTHOCHUTEIHHO HEOOJBIINE TPYIIITHI
MAlMEeHTOB, M0 KpaitHel mepe, ¢ ogHol myrtanued F508del. B ogHoil M3 HUX aBTOpHI
MOKa3aJid, 4TO Tepamus 3JekcakadTopoM-te3akapTopoM-uBakahTOpoM NPUBOIUT K
3HauuTeNIbHOMY yayulieHuto coctossuuss OHIT m HIII, usmepsembix ¢ mOMOUIBIO
SNOT-22 u CFQ-R, cootBercTBeHHO [56]. 3HAUMUTENBHOE YIIYYIICHHE CUMITOMATUKH
cuHycuta, u3MepsieMbix ¢ momormibio SNOT-22, Takxke HaOMIOAAIOCH B JIPYyroM

uccieaoBanuu [57].

40



Takum oOpazom, moHumasi, uro Mmoxayyaropel CFTR ynydmairor cTpykTypy u
¢bynkuuio Oenka CFTR, crmocoOCTBys yBEIMYEHHMIO TPaHCMEMOpPAHHOTO TpaHCIOPTa
XJOPUJIOB M CHIDKCHUIO BS3KOCTH CJIW3M, OHHU MOTEHIHAJIbHO MOTYT OBITh
s dexTuBHbIMU B JeueHnu nanueHToB ¢ XPC npu MB. TeM He MeHee npsiMoe BIUSHUE

MoayasiTopoB CFTR Ha cBa3anHbiil ¢ MB XPC tpeOyer nanbHEeHImX ncciae10BaHHM.

1.12 Xupyprudeckoe jjeyeHrne XpOHMYECKOIr0 PUHOCMHYCHTA

y JAeTeld ¢ MyKOBHCIH/I030M

[Ipu coxpaHE€HMM CTOMKOIrO 3aTPyAHEHUsT HOCOBOTO JbIXaHus y gererd ¢ MB,
BO3HHUKAIOIIETO BCIEICTBUE PA3BUTHSI MACCUBHOI'O HA3aJIbHOTO MOJIAIIO3a, OTCYTCTBYET
BO3MOYKHOCTH TIpoBeieHus 3 PexkTuBHON KOHCepBaTUBHOM Tepanuu XPC, uto TpedyeT
IIPOBEICHUS XUPYPrUUECKOro JiedeHusl JaHHoi natosioruu [16; 76]. Ilo nanueiM Zheng
u Virgin, ot 20 mo 60% mNanMeHTOB HYXXIaJUCh B MPOBEACHHH ONEPATUBHOTO
BMelIarenbeTBa [156].

[IpenmyiiecTBO  (PYHKIMOHAIBHOM SHAOCKONMUYECKOW PUHOXUPYPTUU TEpe.
«KJTACCHYECKUM» OTKPBITBIM naoctynoMm mnpu oneparusx Ha OHII mpu MB 6b110
noka3aHo emie B 1995 r. u Ha CEroaHAINIHMKA JCHb HE BBI3bIBacT AWCKyccwi [112].
Brimonnenue FESS y nereit ¢ MB cranu ocyiiecTBiATh B Haiieu ctpane ¢ Hayana 2000-
x rojoB [20].

Ha nanHbIi MOMEHT OTCYTCTBYET €IMHOE€ MHEHME W HE CYIIECTBYET YETKHX
KPUTEPHUEB OTHOCUTEIILHO CPOKOB, 00beMa 1 MOKa3aHU K MPOBEJCHUIO XUPYPTUIECKOTO
neuennsi XPC npu MB [73], BcaeacTBre 4ero OTOPMHOJAPHUHTOJIOTH PYKOBOJICTBYIOTCS
noka3aHusAMH, u3jioxeHHbIMU B EPOS 2020 [56; 126].

B kauecTtBe BHJIA ONEPATUBHOIO JICUEHUS BO3MOYKHO HCIOJIb30BAHUE PA3IMYHBIX
METOAMK (PYHKIMOHAIBHON 3HIOCKOMUYECKON PUHOXUPYPTUU — OT IHAOCKONMUYECKOU
MOJMCUHYCOTOMUM M BIUIOTH JO paJAUKaJbHBIX BMEIIATEILCTB B  00BEMe
9HIOCKOMUYECKON MearalbHON MaKkCHILIIKTOMuHM [76; 155].

B cuwny mnarorenernueckux ocodenHoctedr XPC npu MB rnaBHOUM 1eiblO

XUPYPTHUICCKOTO BMCIIATCIIbCTBA CTaHOBHUTCA obOecreueHue IIaCCUBHOI'O
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«TPAaBUTAILMOHHOTO» JPEHUPOBAHUS OHII JUISt CO3JaHUs HaubOoJee
OJIarOTPUATHBIX AHATOMHYECKUX YCIOBUW JJisi TMPOBENEHUS HHCTPYMEHTAIbHOU
CaHaIlMU B aMOYJIaTOPHBIX ycoBusx [28]. BenemcTBue ero psjgomM aBTOPOB MpejiiaracTcst
MOAU(UIIMPOBAHHAS MeAHAJIbHAasT MAKCHWJUIDKTOMHUS C YJajJeHueM OoJbIlel 4acTu
MEINAIbHOW CTEHKHM BEPXHEUYEIIOCTHOW Ma3yXu C COXPAHEHHWEM TOJIOBKM HHXKHEU
HOCOBOI paKOBHHBI U CJIe3HBIX mmyTeit [18; 43].

Ocobennocteio XPC mnpu MB sBusercs ero peuuguBUpYIOUIEE TEUYCHHE
HE3aBUCUMO OT PaAWKaJIbHOCTH NPOBEICHHOTO JIeUeHHs. YacTtoTa peuuauBOB U
HEOOXOJMMOCTh TOBTOPHOTO XHUPYPTUYECKOTO JICUEHHS B TeueHue 4 JeT mocie
TICPBUYHOM Oomepaiuu cocTasysiroT oT 46 10 100 % [83].

B ¢Bf13M € TSKECTBIO COMAaTUYECKOTO COCTOSIHMSA ieTer ¢ MB B npenonepanmonHoM
nepuojie HeoOXxoauMo oleHuBaTh cocrosiHue kak OHII, HocornoTku, Tak U oOIIero
KJIMHUYECKOT0 CTaTyca NaueHToB. Ha 0OCHOBaHWHU MOTy4YEHHBIX CBEICHUH TIJIAHUPOBATh
M TPOBOJUTH  MOPEAONEPAUUOHHYIO  IMOJATOTOBKY  WHIAMBUAYaJlbHO W  IIpHU
MEKTUCIIMILIMHAPHOM COJICHCTBHH JIeUalllero Bpava-reanarpa Wik myjabMoHojora [17;
72; 104].

Taxke BenMKa pPOJb IOCJICONEPAMOHHOTO BEJIEHUs MAIMeHTOB, MOa00pa
KOHCEPBATUBHON TEpanmuu I MPEIOTBPAIICHUS] MOBTOPHOW KOJIOHM3AIIMM HOCOBBIX
nazyx natoreHHoil ¢uopoil u peunnuBoB XPC. AnekBaTHOE MOCIEONEPALUOHHOE
BEJICHUE MAIIIEHTOB CHUKAET YaCTOTY BO3HUKHOBEHHS TPAXCOOPOHXHUTA, THEBMOHUU U
CUHJIpoMa o0uTepupytomero opouxuonuta [50; 99; 149].

Ha nanHBII MOMEHT HET MOAPOOHBIX CHUCTEMATHYECKHX CBEACHHA 00
snuaemuoniornn XPC ¢ u 6e3 MonumoB y JAeTe ¢ MYyKOBHUCIIMIIO30M, CBSI3U MEXIY
nopaxxenneM OHII u apyroi comatumueckol mnarosioruu aeted B Poccum, a Takxe
Ka4eCTBE KU3HU JETE.

JlanHast paboTa HampaBJieHa Ha YCTAHOBJICHUE ITUX JaHHBIX, a TAK)KE OINpe/IeIeHUe
TaKTUKM OKa3aHUsl aMOyjaTOpHOM momoiu AeTsM ¢ MB U MexauCHUILIMHApHOTO

BBaHMOHeﬁCTBHH [eauaTpoOB U OTOPHUHOJIAPHUHI'OJIOTOB.
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I'JIABA 2. MATEPHUAJIBI U METO/1bI UCCJIEJOBAHUA

2.1 O0mas XxapaKTepUCTHKA MCCIeI0BAHUS

Pabora BeImosiHeHa Ha 0asze Tpex meHTpoB B nepuoj ¢ 2015 mo 2023 r.: B Llentpe
MyKOBUCLIUJI03a  (pyKOoBOAuTElIb  ILIEHTpa — JO. M. H.,  Hpodeccop
E. U. Konapatsesa) 'bBY3 MO Hay4dno-ucciie1oBaTenbcKoro KIIMHUYECKOTO HHCTHTYTA
nerctBa MunzapaBa MockoBckod o0nactu (IupekTop — JA. M. H., npodeccop
H. JI. OnunaeBa), rne HaOmonaroTcs 1eTd MOCKOBCKOM 00s1acTh, MOCKBBI U IPYTUX
peruoHoB P®; B oOTHeNeHUH JIE€TCKOM OTOPUHONAPUHIOJIOTHM WM MEIULIHUHCKON
peadbmwmrainu OI'BY «HammnoHansHOTO MEIUIIMHCKOTO HCCIIENOBATENHCKOrO IEHTPA
OTOpUHOJapUHTOJOTUNY DeAepaIbHOTO MEIUKO-OMOJIOrMYecKOro areHTcTBa Poccuu
(mupekTop — 1. M. H., mpodeccop, wieH-koppecronaeHt PAH H. A. Jlaiixec).

'eneTnueckoe oOciaeqoBanue BeINOMHsUIOCE Ha ©Oaze DPI'BHY «Menuko-
T€HETUYECKOr0 Hay4yHoro IreHTtpa um. akajgemuka H. II. boukoBa» (nupexkrop —
1. M. H., mpodeccop, akagemuk PAH C. U. Kyries).

Bcero B nccnenoBanne BKIOUEHO 2216 neTel ¢ MyKOBUCIIHAIO30M.

Jns  peuieHuss TOCTaBICHHOW LENW HUCCIEOOBaHHS B  COOTBETCTBHHM C
MOCTaBJICHHBIMH 33/1a4aMU MPOBEJICHO MHOTOATAITHOE MHOTOLIEHTPOBOE UCCIIEAOBaHUE.
OOBEKTOM HCCIIEIOBaHUS SBIISUTUCH JIETU U MOAPOCTKU ¢ MyKOBUCHHI030M OT O 10 18
JIET, Y KOTOPBIX MPOBEJECHA OLIEHKAa COMAaTUYECKOr0 CTaTyca U CTENEHH IMOPaXEHUs
MOJIOCTH HOCA U OKOJIOHOCOBBIX Ma3yX.

B cBsa3u ¢ OonbliM 00BEMOM TOCTAaBJICHHBIX 3a/iad, HCCieI0BaHUE ObLIO
BBITIOJTHEHO B YETHIPE ATara.

KonnuecTBo ManuveHTOB, BKJIKOYEHHBIX B HMCCJAEJOBAHHWE HAa KaXJIOM M3 HTAIlOB
WCCJICIOBAHMSI M 3a/1aud, Ha PEIIeHHWE KOTOPhIX OBbUI HaIpaBleH KaXAbIA JTarl,

npuBeACeHBI B Ta0MIE 1.
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Taﬁ.lmua 1 — Yucno MMAaMCHTOB, XAPAKTCPHUCTHUKA U 3aJda9H 3TAIIOB HCCICAOBAHUA

XapakTepucTuKa Cpeannit
KoumnuectBo
HCCJIeTOBAHNS I'pynna BO3pacT 3agauu ucciae10BaHUs
(mos1 m / k)
(?Tamn) (roaml)
CpaBHuTENIbHAS OIICHKA
Hletu ¢ 509 (302/297) | 10,52 + 3,93 | TSUKeCTH comyTCTByIOmeit
XPCcHIL MaTOJIOTUU
OIHOMOMEHTHOE ’
AHTPOTIOMETPHUYECKHUX
PETPOCTICKTHBIOC Jletu Ge3 JTAaHHBIX, TEHOTUIIA,
oroprioe | Xpcerm | 1617 (BI6801) | 7805 474 |y nerei o XPC e
HEro Ha OCHOBAHHUHU
2216 Perucrpa 6onpapix MB
Beero (1198/1168) | B2 EHT4 [ o018 L
MmuorornearpoBoe | Jeru ¢ XPC 249 (126/123) 5,90 + 3,88 | CpaBHUTEIbHAS OI[CHKA
HPOCIEKTUBHOE Heru 6e3 140 (71/69) 9,09+4,00 | MeTOIOM aHKETHPOBAHUS
OTKPBITOE XPC Ka4yeCTBa KU3HU,
KOTOPTHOE® Bceero 389 (196/193) | 7,96 + 4,23 | nposiBienuit XPC
(BTOpO¥ ATaM)
OIHOMOMEHTHOE Jetu ¢ XPC 200 (106/94) 8,19+ 4,12 | Onpenenenue
MIPOCTIEKTHBHOE Jletu ¢ 123 (67/56) 8,95 + 4,58 | pacnpocrpanenHoctu JIOP-
(TpeTwuii aTamn) XPCcHII [1aTOJIOTUH, €€ IIPOSBIICHU,
Bcero 245 (127/118) | 8,09 +4,10 | Hanmuuue / OTCYTCTBHE
HA3aJbHOTO TMOJIUI03a Y
JieTen
OmHOMOMEHTHOE Hern, 28 (15/13) CpaBaenue 3(h(heKTHBHOCTH
perpocrnekTuBHOe | monmydaBimme | (612 mer: 15; MPUMEHEHUS JOpHa3a
KOTOPTHOE OJIHY 13-18 ner: 13) anbda y nereit ¢ XPCcHII
(ueTBepTHIi TAIT) VHT A0 10 TaHHBIM Perucrpos
JIOpHa3a 0oabHEIX MB P® 3a 2016T.
anbba u 2021r.
Jerw, 43 (23/20)
II0JIy4aBIINE (6-12 net: 23;
IIBE 13-18 ner: 20)
WHTaJSIUU
JOpHa3a
anbda
Bcero 71 (38/33)

Kpurepusimu  BKITFOUEHUS

Bospact or 0 mo 18 er;

IMAITMCHTOB Ha BCEX OJTallaxX HCCIICAOBAaHUA SABJIAINCH:

YCTaHOBHeHHBIﬁ B COOTBCTCTBHMH C KIMHHUYCCKHMMU

pexomeHaanusMu o MB MunucrepctBa 3apaBooxpanenust PO (2020 rona) u kpurepusimu

European cystic fibrosis society (EBporneiickoro pykoBoactsa o MB, nepecmotp 2018 1.);

corjacue poJuTesici / 3aKOHHBIX NPEICTaBUTE ICH MAI[MEHTOB Ha yYacTHe B UCCIIC0BaHME.
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Kpurepuu HeBKIIIOUEHMS TAIIMEHTOB B MCCIEA0BaHUE: Bo3pacT Oosee 18 et oTkas
poauTenci / 3aKOHHBIX TPEJCTABUTENICH TAIMEHTOB OT YYacTUs B HCCIICIOBAHUM,;
TEpMUHAIbHAS OPraHHas HEJIOCTATOUYHOCTh (COCTOSIHUE MOCIE TPAHCIIAaHTAI[UH 1IEYEHH,
JIETKUX ), HAJIMYKME B aHAMHE3€ NICUXUATPUUECKHUX 3a00J1eBaHUM.

Kputepun uckiitoueHus malueHToB U3 UCCIIEIOBAHUS: TOCTHKEHIE BO3pacTa boee
18 ner, pemienne ponutenell / 3aKOHHBIX MPEICTABUTEICH MAIlIEHTOB OTKA3aThCsl OT
MPOJIOJDKEHUS y4acTUsl B UCCIIEIOBAaHUU; HEIOCTYIMHOCTD MallMeHTa JJisl HaOII0IeH s B
TEUYEHHE BCETO MEepHOa MPOBEACHUS UCCIETOBATENLCKON pabOTHI.

Jnst yHU(UKAIUKA TOHATUA U KOPPEKTHOCTH O00O03HAYEHMSI MCCIIEyEMBIX TPYIII
NAlMEHTOB B JaJIbHEHIIEM B TEKCTe OyAyT HCIOIb30BaThCS CIEAYIOLIUE TEPMUHBL:
xpoHnyeckuii puHocuHycuT (XPC) kak TepMUH, OOBEAMHSIOUMN JBE (QOpPMBI —
XPOHUYECKUN PUHOCUHYCUT 0€3 Ha3aJbHOIO MOJUI03a U XPOHUYECKUI PUHOCUHYCHUT C
HazanbHBIM nosiuno3oM (XPCcHIT).

Ha mepBoM »Tane ObUIO BBIIIOJIHEHO PETPOCIEKTUBHOE HCCIEAOBAHUE Ha
OCHOBAaHMH JaHHBIX HAIIMOHAJIBLHOTO PErucTpa O0JbHBIX MyKOBHUCIIHI030M Poccuiickoit
Oenepanuu 3a 2018r. B 310 yacTu ucciieioBanvs NPOBEJACH aHAIU3 TaHHBIX 2216 u3
2366 manuenToB Peructpa B Bo3pacte oT 0 mo 18 ner, npoxuBatomux B 81 pervone
Poccuiickoit denepanyivi, OTHOCUTEIBHO KOTOPBIX MMeNach MH(POpMaLUS O HATMYUHU
XPCcHII (y 150 nereit Takue 1aHHbIE OTCYTCTBOBAJIN).

Ouenka comatuyeckoro craryca u onpenenenue Biusinug XPCcHII Ha TskecThb
TE€YEHUs MYKOBHUCIIMI03a y JETeH U ycyryOieHue TeYeHHs MOJMOPraHHOW MaTOJOTrvuu
nmpoBouiIachk B 2 rpymnmnax namueHToB: B | rpynmy Bommio 599 nereit ¢ XPCcHII, Bo 1l
rpynny BkitoueHo 1617 aereit 6e3 XPCcHII.

VY narueHToB ABYX TPy BHIINOJIHEHO CpaBHEHUE MOKa3aTene (PyHKIMKY BHEIIHETO
JbIXaHWs, HYTPUTUBHOTO CTaTyca, MHUKPOOMOJOTUYECKOTO CTaTyca, HaJIWIue
OCJIO)KHEHHH, NOTPEOHOCTh B PAa3IUYHBIX BHUJAX TEPANHMH, a TaKXKE CPEAHsSA
JUTUTEJIbHOCTD JICUEHHUS B CTAllMOHAPE B TEUEHHUE rojia.

Ha BTOpOM »3Tame npoBEIEHO MHOIOLIEHTPOBOE MPOCIEKTUBHOE OTKPBITOE
KOTOPTHOE MCCJIEIOBAHWE HAa OCHOBAHWM aHAJIW3a JaHHBIX, IOJYYEHHBIX MIPH

anketupoBanuu 389 geTeil crapiiero Bo3pacTa W POAUTENECH WM 3aKOHHBIX
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npeacTaBUTeNed  JeTell  MIlaauiero  Bo3pacTa, HaOMoAarouuxcss B LIEHTpE
mykoBuciuao3a I'b6Y3 MO «HUKU nerctBa M3 MOy, B HaydyHO-KIMHAYECKOM OT/IEIIE
nerckoi JIOP-maronorun ®I'bY HMUIIO OMBA, B peruoHaiabHbBIX LIEHTPax
MYKOBUCLHUI03a M TMPOXKHUBAKOIIMX B CceMH U3 BocbMH DelepanbHbIX OKPYTOB
Poccuiickoit ®enepanmu  (3a uckiatoueHueMm CeBepo-KaBkaszckoro @DenepaibHOTO
okpyra). JlaHHbIE, TOJyYEHHbIE B pE3yJbTaTE€ AHKETHPOBAHUSA, IMO3BOJMIN OLICHHUTH
KA4ueCTBO KU3HU JETEH, TAKECTh COMAaTUUECKOM MAaTOJIOTHH, BEIPAXKEHHOCTD MaTOJIOTUH
JIOP-opranoB, npoBecTH aHanu3 aHaMHecTHueckux AaHHbIX (IIpunoxenue 2). YacThb
AaHKEThl 3allOJIHUIACh BpPAdYOM-OTOPHHOJIAPHUHIOJIOTOM, YTO IIO3BOJWJIO OLICHUTH
cocrossHre mnojocth Hoca W OHII Ha OCHOBaHMM JaHHBIX 3HAOCKOIHWYECKOIO
oOcea0BaHus MOJOCTH HOCA U HOCOMIOTKH U pe3yibTaTtoB KT uccnenosanust OHIL.

Ha Tpernbem 3Tane npoBeeHO OJHOMOMEHTHOE IPOCIIEKTUBHOE HCCIIEOBAaHUE.

B xone tperbero stamna ObIII0 OCMOTpEHO 245 nerei, HAOMIOAAIOMIUXCA B LIEHTPE
mykoBucuuaosza ['bY3 MO HHUKHM J[lerctBa M3 MO, a Takke NOCTyNHMBIIMX HA
XUPYPIrUYECKOE JICUECHUE B OTAEICHUE JETCKOM OTOPUHOJIIAPUHIOJIOIMU U MEIULIMHCKON
peadbumurtanuu GI'bY HMUIIO ®MBA Poccuu. Ha sToM »sTame BceM AETSM OBLIO
IPOBEJCHO JUarHOCTUYECKOe OOCIIeJOBAHME U JIEYEHHWE B COOTBETCTBUH C
KITuHUYecKuMH pekomeHnanusmMu M3 Poccwmiickoit @eneparun 2020r. «Kuctosnbrit
¢bubpo3». IlpoBeneHa oleHKAa aHTPONOMETPUYECKUX IIOKa3aTeleil: pocTta W Beca,
IPOBOAMJIACH OILIEHKA CIIMPOMETPUYECKHX I[OKazareiei: o0beM (QOpCHpOBaHHOIO
BbIZIOXa 3a nepByto cekyHAay (ODPB1) u ¢opcupoBaHHas KU3HEHHAs] €MKOCTb JIETKHUX
(DXKEJI). Taxke BBIMOIHSIIOCH MUKPOOUOIOTHYECKOE MCCIIEAOBAHUE OTIEISIEMOTO U3
BEPXHUX U HUKHUX JIBIXATEIbHBIX ITyTEH.

Bcem neram Beimonssuics ocMoTp JIOP-opranoB ¢ 00si3aTenbHBIM MPOBEACHUEM
HHAOCKOIMYECKOT0 HUCCIEA0BAHUS OJIOCTH HOCA U HOCOTJIOTKH.

[TonOop u koppekiusi 0a3MCHOW Tepanmuu OCYUIECTBISUIACH JIeYAllUM BpayoOM-
neauaTpoOM WM IMyJIbMOHOJIOTOM, CIIEHUAIUCTOM IO MyKOBUCLU03Y. basucHas Tepanus
neren ¢ MB Bkio4ana MyKOJMTHYECKYIO TEPAINMIO C IMOMOIIBI0 HWHTAISIHOHHBIX
npenapatoB d4epe3 HeOynaiizep — mopHaza anbda u /v runeproHudeckuii 7 %

pactBop NaCl. B cayuyae pa3BuTHs OCTPOH pPeCHHpPATOPHON BHPYCHOW HHQPEKIUH

46



(OPBM) — mnanueHThl MOJydYald CHUCTEMHbIE aHTHOAKTepUalbHbIE TMpenapaThl B
COOTBETCTBHUH C UYBCTBUTEIILHOCTHIO MUKPOOHOM (DJIOpHI ABIXATENbHBIX MyTEH, a TaKXKe
VUPPUTalMOHHO-3JIMMUHALIMOHHYIO TEpaluio C COJEBbIMU pacTBopaMu. llanmentam
TaK)K€ Ha3HavajlaCh 3aMECTHUTENIbHAsl Teparus MaHKpeaTU4eCKUMHU ¢GepMeHTaMu Mpu
HAaJIMYUHM  TAHKPEATUYECKOW  HEAOCTATOYHOCTH, KOMIUIEKC  KHUPOPACTBOPUMBIX
BUTAMHHOB, TEMATOMPOTEKTOPHI (YPCOAE30KCHXOJIEBAs KHCIOTA), MYKOJIUTHUECKHUE
npenaparsl, NpoBoAUIACh KuHe3uoTepanus. C 1eapo dpaiuKalui maToreHHou (opbl
pecriuparopHoro Tpakta Jgetd ¢ MB monydanu —WHTQISIUMOHHBIE W / WK
Ta0JIeTUPOBAHHBIE W/WJIM BHYTPUBEHHbBIE aHTHOAKTEpHAIbHBIC MTPENapaThl.

[Taiuentam  Ha3zHauanmack  MmecTHas  Tepanmus  WMuI'KC,  Tonmueckumu
AHTUCENTUICCKUMHU TpernapaTaMu. [IpoBOIWINCh, HWHTAISAINH C MYKOJTHTHYCCKUM
npenaparom jJopHasa aibdpa B mosocts Hoca 1 OHII mpu momMomm xKoMmpeccopHOro
HeOynaiizepa ¢ myabcupytolen nogadeit axposoiis Pari sinus™. Takoi MeTo moaadu
JIEKapCTBEHHOI'O Ipernapara MO3BOJSET JOOUTHCA BBICOKOIO YPOBHS OCaXJICHUS
a’pozons B mosioctd Hoca W OHIL. [lpu HeoOxoaumocTH MalKMEeHTaM MPOBOAMUIIACH
UPPUTALIMOHHO-2JIMMUHALIMOHAS. ~ Te€palust €  KCIOJb30BAHUEM  AHTHUCENTHUYECKHX
MpenapaToB U TIIFOKOKOPTUKOCTEPOUIHBIX MPETapaTOB.

Ha 4erBeproM »sTame, KOTOpbI BBINOJHEH B BHJE OJHOMOMEHTHOI'O
PETPOCIEKTUBHOTO KOTOPTHOTO HMCCIIEIOBaHUS, MPOBENECHA OLEHKa A(PPEeKTUBHOCTU
coueTaHus »SHIOOPOHXMAIBLHOTO METO/Ja TMoJauu IMpenapara JopHa3a anbha u
WHTpaHa3aJdbHBIX TyJbcupyromux uHramsiuuii y 71 pedénka ¢ XPCcHII npu MB.
Ornenky 3¢ (}EeKTUBHOCTH TpernapaTta JopHa3a aidbda MpPOBEd HA OCHOBAHUU JIAHHBIX
amOynaTopHbIX KapT (hopma Ne 025/y-04) u uctopuii 6oe3nu narueHToB (Ne 003/y).

boio chopmMupoBaHo ABE TPYIIIIBI ASTEH:

B | rpynmy Bomnuto 28 aeteit, momy4yaBIIuX MHTASIIMN JOpHA3a adb(ha B JO3UPOBKE
2,5 MT" TOJIBKO Yepe3 MYHIITYK B HIDKHUE OTICIBI AbIXaTCIbHBIX MyTEH.

Bo Il rpynny Bouum 43 peGenka, KOTOpbIE MOJMydYalu ABE MHTASIMHU JOpHa3a
anb(ha — depe3 MyH/IITYK, a TAKKE TOTMOJHUTESIbHY0 HHTAIIAIINIO Yepe3 nHraasTop Pari

sinus™ 1711 TOCTAaBKU TIpenapaTa B BEPXHHUE OTIENbI JbIXaTEIbHBIX MyTEH, a UMEHHO B
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MOJIOCTh HOCA U OKOJIOHOCOBBIX IMa3yX B J03UpoBKe 2,5 Mr (rmo 1,25 mr B Kaxmayio
MOJIOBUHY HOCA).

Kaxnas n3 rpynn Obuta paszienieHa Ha MOATPYIIIBI B 3aBUCUMOCTH OT BO3pacTa
Y4aCTHUKOB — OT 6 710 12 et u ot 13 g0 18 ner.

B xozme wyeTBepTOro »Tama MCCIAEAOBAaHUS IMPOBEJCHA OIICHKA KIMHUYECKOU
3¢ (HEKTUBHOCTH MPEUTOKEHHOTO METO/Ia Tepallii Ha OCHOBAHWU OIICHKHW TIOKa3aTesei
(YHKIIMU BHEIIHETO JIBIXaHHWs, MacChl Tejla U pocTa. Takke Oblia ompeesieHa 4acToTa
HAa3HAYEHUS BHYTPUBEHHOM AaHTUOAKTEpUAIBHOM Tepanuu, MPOJAOJIKUTEILHOCTH
CTallMOHAPHOTO JICUCHUS, HEOOXO0IMMOCTh BBITTOJIHCHUS XUPYPTrUYECKOro
BMemraTreabcTBa Ha OHII.

Takum oOpazom, B pabOTE UCIOIL30BaH MOJIHBINA CIIEKTP METO/0B, HEOOXOIUMBIX
JUUISL BBITIOJTHEHUS TTOCTABJICHHBIX 33J1a4, a 00beM BBIOOPKHU IMAlMEHTOB, BKIIOUEHHBIX B

HCCIICAOBAHUC, ITO3BOJIACT JOCTOBCPHO OLCHUTD ITOJTYUCHHBIC JTAHHBIC.

2.2 MeToabl HCCJICI0BAHNSA MAIMEHTOB

2.2.1 KiinHu4ecKuii 0CMOTP NaIlMEeHTOB

JlnarHo3 MyKOBHUCIMJ03 ObLT YCTAaHOBJICH BCEM TAIllMEHTaM, BKJIOUYCHHBIM B
HCCIICIOBAHUE HA OCHOBAaHMM JUArHOCTHYECKUX KPUTEPHUEB, YTBEPKIACHHBIX
EBpornenckuM cranaapToM, U HAlMOHAJIbHBIM KOHCEHCYCOM. [[JI1 MOCTaHOBKU THAarHo3a
HEO0OXOIMMO HaJIU4YME CIEAYIOIIUX YCIOBUI: MOJYyUYEHHUE MOJOKUTEIBHOTO pe3yibTaTa
MOTOBOrO0 Tecta, BbisABIeHUs nByx wmytamuii MBTP (CFTR), Bbe3biBatomue MB
(cornmacuo 6a3ze CFTR-2 http://www.cftr2.0rg), HeoHaranbHas THIEPTPUTICHHOTCHEMHSI,
a TaKXXe XapaKTepHbIC KIIMHUYECKUE MPOSBICHUS, TaKue Kak Tu(dy3HbIe OpOHXO0IKTA3bI,
C HaJM4YMeM 3HauuMou Juisi MB matoreHHoN MUKpOGMIOphl (CHHETHOWHOW MaJIOUKH),
AK30KpPUHHAS  MAHKpPEAaTU4eCKash HEJOCTAaTOYHOCTh, CUHAPOM TIOTEPU  COJIEH,
O0OCTPYKTHBHAs a300CIIEPMHUSI.

KimHn4eckuii OTOPUHOJIAPUHTOIOTHYECKUI OocMOTp 245 nereld mMpoBOAWICS Ha

6aze I'bY3 M3 MO «HUKUJI M3 MO». IIpoBenen cOop aHaMHECTUYECKUX JTAHHBIX U
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WX aHaJIu3, OIleHKA Kajno0. BceM JeTsM Mmpu 0CMOTPE BBIMOJHSIOCH YHAOCKOITUYECKOE
00cJiIeToBaHME MOJIOCTH HOCA M HOCOTJIOTKH.

Jlnarao3 XpoHUYECKUH PUHOCHHYCUT ObUT YCTAHOBJICH HA OCHOBAaHUHM KPUTEPHUCB
Erponeiickoro o6iectBa punosioros (EPOS 2020), k KOTOpbIM OTHOCATCS: HAJIMYUC HA
NpOTsDKeHUH Oosiee yeM 12 Hemenb OBYX Wi 00JIe€ CHMITOMOB, OIMH M3 KOTOPBIX
IPEJCTaBISIET COOOW 3aJI0KEHHOCTh HOca / 3aTPyJHCHHOE HOCOBOC JIBIXaHWE WIIH
BBIJICJICHUS U3 HOca (HapyKy / B HOCOTJIOTKY), a TaKkKe OOJIC3HEHHOCTh WM OIIYIICHHE
nasiienus B mpoekuuu OHII, a Takxke 3HJ0CKONMUYECKUX MPU3HAKOB.

B xonme cbopa aHamHe3a Yy4YMTHIBAJICS T'€HETHYECKUH JHUAarHo3 Ha OCHOBAaHUU
OIpEJICTICHUS Y JIETEH T€HOTHIIA ITOCPEICTBOM MOJIEKYJIsipHO#M nuarHoctuku reHa CFTR.
YUuUTBHIBAIOCh HAJIMYME COIMYTCTBYIOIIEH TMATOJOTMM W OCJIOKHEHWH, 4YacToTa u
JUTUTEILHOCTh HA3HAYCHHMS aHTHOAKTEepHUAIbLHOM TEpaluu, XUPYPruyecKoe JICUCHHE
MOJIMIIO3HOTO PUHOCHHYCHUTA B AaHAMHE3€, TAKXKE€ OLIEHWBAJIACh MPOAOJLKUTEILHOCTh U
qacTOTa FOCIUTAIN3AINN JETEN.

OHJIOCKOIIMYECKOE HCCIEIOBAHUE IOJOCTH HOCAa M HOCOIJIOTKH BBIIOJHEHO C
MTOMOIIIBIO TOHKOTO, THOKOTO (hMOPOONTHIECKOTO YHAOCKOIIA THAMETPOM 2,4 MM, MOJICTTh
dbupmer  Pentax FNL-7RP3 (pucynox 1), 9TO TMO3BOJUJIO BBHIMIOJHITH JIAaHHOE

o0crneoBaHne y IeTel C CaMOT0 paHHETO BO3pacTa.

b

Pucynok 1 — A — Croiika 1yist BBIITOJHEHUS SHAOCKOMUYECKOTO 00CIeJ0BaHUS MOJIOCTH HOCA.
b — ®ubponazodapunronapuarockon Pentax FNL-7RP3

[Ipyn oOlLleHKE PHUHOCKONMUYECKON KapTUHBI OTMEYAIMCh CJIEAYIOIIUE TPU3HAKU:
HAJIMYUE HA3aJbHOTO TMOJMII033, W3MEHEHHs CIM3MCTOM OOO0JIOUKM TMOJOCTH HOCa,

HAJIMYUE THOMHOTO OTIEISIeMOro B IMOJIOCTH HOCA, a TakXKe CTENeHb runeprpoduu
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INIOTOYHON MUHAAIMHBL. [Ipy BO3HUKHOBEHUH NIOI03PEHUS HA AJJIEPTUYECKUM PUHUT Ha
OCHOBAHMM  KJIMHUKO-aHAMHECTUYECKMX  JAHHBIX [MAllMEHT HAOpaBJIsUICS  Ha
KOHCYJIBTALUIO K aJUIEProJIOTy.

[TockonpKy onucaHue 3HI0CKONMMYECKON KapTUHBI HOCUT CYObEKTUBHBIN XapakTep,
BBIPOKCHHOCTh HA3aJbHOTO IMOJIMIIO3a OICHWBANAch Mo kiaccupukammu Johansen,
momudunmpoanHoii Meltzer. Ha pucyHke 2 mpencTaBiieHbl CTEIIEHHW HAa3aIBHOTO
nosunosa, rae 0 creneHb — OTCYTCTBUE MOJUIO3a, | CTENEHb — MOJUI OOTYpUpPYET
CpeIHHIl HOCOBOHM XOJ, 2 CTENeHb — MOJUI OOTYpHUPYET CPeIHHl HOCOBOHM X0 U
HECKOJIBKO ITpoJabupyeT B 001Ul HOCOBOM X011, 3 CTENEHb — MOJIUI Ha 2 00TypupyeT
oO1IMI HOCOBOM X0/, 4 CTENIEHb — IOJIUII TOJIHOCTBIO 00TYpHUPYET OOIIMI HOCOBOM XOJ.

OH@HKa CTCIICHHU HAa3aJIbHOI'O ITOJIMIIO3a BBIIIOJIHAJIACH OAJIA Ka)KI[Oﬁ IIOJIOBHHBI HOCa

)33 d

Pucynok 2 — CremeHp Ha3aJpHOrO MOJMIO3a 1O  Kiaccudukanuu Johansen
[75], momudunuposantoii Meltzer

IIaImMuCHTOB.

2.2.2 Onenka nokasarejeil PyHKIMH BHEIIHEr0 JIbIXaHHUS

y JAeTeid ¢ MyKOBHCIH/1030M

BceMm neTsiM, BKJIIOYEHHBIM B HCCIEAOBAaHHE, MPOBOAMUIIACH OLEHKAa (YHKUIUU
BHEIIIHETO JbIXaHMs, KOTOpas BBHIMIOJHSIACH MIPU TOMOIIM OoaurieTn3smMorada Jaeger
Masterscreen body (pucyHok 3,4). CripoMeTpHUECKUE MOKAa3aTeIl aHAIN3UPOBAIN Ha
OCHOBAaHMHM orpesaesieHus (popcupoBaHHOW xu3HeHHOW eMkoctu Jierkux (DXKEJD) wu
o0bema (OPCUPOBAHHOTO BbIOXa 3a oAHY cekyHny (O®Bj). O6cnenoBanue
IPOBOAMIIOCH Ha OCHOBAHMHU CTaHAapToB Poccuiickoro pecnupaTtopHoro ooOuiecTsa u
pekoMeHJanuii  AMEPUKAHCKOTO  TOpakajlbHOro oOmiectBa ©  EBpomeiickoro

pPECIIUPATOPHOTro OOIIECTBRa.
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A b
Pucynok 3 — A, b — [Ipouecc BbINOIHEHUS UCCIIEA0BAaHUS (DYHKIIMHA BHEUIHETO JbIXaHUS MPU
nomoriu ooauruieruamorada Jaeger Masterscreen body
I'BY3 MO "Hayuno ucenenoparensekuii KIHHHYeCKHIT HHCTHTYT JeTCTRA

Munncrepersa 3apasooxpanesns Mockosckoii obmactu”
JIETCKOE KapAHOIOTHHECKOE OT/IEIeHHE

danmanua : Maaw -
AE: 17naeT Mon: B
Focr: 191,0 cm Bec: 79,6 kg

E(],-'J;lfl IIETH3MOTP H(bllﬂ

15 Flow [Ljs] FiV ex
10 2
5 ! !
5 ——
~ 4 3 5 |2
5 1 B
10 2 &
15 Fivin
P Al % (al/p) A2 % (A2/P) (a2-a1) /a1l
HarTa
Epent Stand Stand
Do . ard GLI# ard GLI#
Open. cansfyTamon 4
EFVC 6.28 3.77 60.03 4.10 65.24 B.&7
FEV 1 5.30 3.21 60.867 3.%0 73.73 21.52
FEV1iM 82.77 85.22 102.96 95.29 115.13 11.82
FEV14F 85.26 85.22 899,95 95.29 111.76 11.82
MEF 25 2.93 1.79 60.99 3.48 118.31 93.99%
MEF 50 5.0 4.50 BO.24 5.71 102,94 28.2%
MEF 75 7.8% 7.33 892.88 8.32 105.42 13.50
FEF 5.34 7.55 B0.80 9.10 57.37 20.51
FET 3.84 .05 57.44
FRCpl 3.82 2.41 66.69
TLC 7.24 4.73 65.29
vC 5.81 3.77 64 .88
RV 1.44 0.9% BE6.51
EVLTLC 21.80 20.30 83.10
ERV 2.08 1.45 69.75
ic 3.82 2.32 64.00
VT 0.72 0.g8 122.02
R IN 0.231
R EX 0.36
R tot 0.15 0.35 240.65
Pucynok 4 — Ilpumep 3aKiIrOUeHHS IO ONPEACICHUI0 (YHKIIMHM BHEITHETO IBIXaHHS TPU

nomorwm 6oaureru3morada Jaeger Masterscreen body y peberka ¢ MyKOBHCIIHI030M
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N3MmepeHnre NpOBOAUTCA B JIMTPax, HO OILIEHKAa IMPOMCXOJMUT B TMPOIIEHTaX OT
JOJDKHOM BeIMUUHBI (% OT JIOHKHOTO) JJISL 3I0POBBIX JIFOJICH TOTO e BO3pacTa, Ioa,

poCTa, pacHl.

2.2.3 OueHka KJIMHUYECKOI0 CTaTyca JaeTeil ¢ MyKOBHCIHI030M

M0 TaHHBIM PETPOCHNEKTUBHOI'O aHAJ/IN3a

[IpoBenen ananm3 uctopuii Oonesnert 2216 nereii ¢ MB, BHeceHHBIM B Peructp
oonmbHpIx MB 2018 r. OueHuBanuch JaHHBIE KIMHHYECKOTO CTaTyca IAllMCHTOB B
COOTBETCTBHUH CO CTaHJapTamMH oOclieoBaHus aereir ¢ MB ¢ mpoBeneHnem nsmepeHus
aHTPOTNIOMETPUUECKUX TIOKa3aTeyie, Macchl W JUIMHBI Tena. HyTpuTuBHBIN cTaryc
00npHBIX ¢ MB olleHMBaK Ha OCHOBaHUM OMpeiesieHns nuaekca macesol Tena (MMT) no
gopmyne: macca (xr) / poct (M)%. Pacuer nepuentuneit UMT npoBoguics Ipy MOMOIIH
IIporpaMm Bcemupnon OpraHu3aluu 31paBOOXPAHEHUS
(http://www.who.int/growthref/tools/en/). Takke mpoBeAcH aHaIU3 Pe3yJbTATOB
uccleoBaHusl (DYHKIMM BHEIIHETO JIbIXaHWs JETed, aHaMHECTUYECKHX JaHHBIX
OTHOCHUTEJIHLHO HAJIMYUSI OCJIOKHEHUH TeueHuss MB, MeTon0B 1 00beMa KOHCEpBATUBHOM

TCpalluu U, IMPpH HAIIUYHUH, XUPYPIrHICCKUX BMCIIATCIILCTB.

2.2.4 MuKpo01010TrnYecKoe uccjieJ0BaHue NaToJI0ru4ecKoro oTaesieMoro

BEPXHHUX M HUKHUX OTACJ0B AbIXaTECJIAbHBIX nyTeﬁ y I[eTeﬁ C MYKOBUCIUI030M

bakrepuonornueckoe MCCIEAOBAHUE MOKPOTHI M, INPU HAJUYUU, OTAEIISIEMOIO
noinoctu Hoca u OHII, omnpeneneHue YyBCTBUTEIBHOCTH K aHTHOAKTEpUATbHBIM
mpernaparaM BBITIOJNHSUINCh Ha 0a3e J1abopaTopuy MOJIEKYJISIPHON SIHIEMUOIOTHN
rocnuTanbHbiX HHpeknuu OI'BY HUIOM umenun H. ®. TIamaneu (3aBemytroinas
naboparopueii 1. M. H. M. 1O. Yepnyxa). [lns onpeneneHuss MUKPOOHOIOTHYECKOTO
cTaTyca NPUMEHSUICS aITOPUTM MHUKPOOMOJOTUYECKOW TUAarHOCTHUKU OTICISIEMOTO,
pa3paboTaHHbBIN cOTpyaHUKaMu jaboparopun [22]. OOs3aTebHBIM IS YCTAaHOBICHHUS

JIMarHo3a XPOHWYECKOW WH(MEKIUHU, SBISETCS HEOJHOKPATHOE BBIJICJICHUE YHUCTOMN
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KyJIbTYpbl MUKPOOpPTraHu3MoB 3a 6 mecsueB. [loceB oTaensemMoro u3 mnoiaocTd Hoca U
MOKPOTBI IPOBOJMIIN HA YHUBEPCAJIBHBIE Cpelbl: 5 % KPOBSHOWN U MIOKOJAHBIN arapsl ¢
HAKJIaJbIBAHUEM Ha T[OBEPXHOCTh JUCKOB C TEHTAMHUIIMHOM UM ONTOXWHOM JIJIsi
BeisiBiieHns Haemophilus influenzae u Streptococcus pneumoniae u ceeKTUBHBIC CPEIbI
(>kenTOYHO-COJIeBOM arap, nerpumuaHbiid arap, BCSA, Cabypo, DHI0) A1 BBIACICHUS
S. aureus, P. aeruginosa, B. cepacia, Candida spp., Enterobacteriaceae.

3abop OTZIEJIIEMOTO u3 MOJIOCTH HOCa BBITIOJTHSJICS npu
OTOPUHOJIAPUHTOJIOTHIECKOM OCMOTpe nereid. [[s onpeneneHuss MUKPOQIIOPHI CEKpeTa
OpOHXHMAJILHOTO JiepeBa MPUMEHSJICS METOJI MHIYKIIMA MOKPOTHI: MOJYyYE€HUE MOKPOTHI
CTUMYJIMPOBAJIOCh  BBINOJHEHHUEM KHHE3UOTEpAIllUM, BKJIIOYAIOINIUM  UHTAISIUU
TUTIEPTPOHUYECKUM 7 % pacTBOpoM XJIOpUAA HATPUS M METOAMK MOCTYpPaJIbHOTO

APCHaXa.

2.2.5 I'eneTnueckoe 00c/IeI0BaHNE IeTel ¢ MyKOBHCIIHI030M

Taxxke JeTsAM  BBINOJHSJIOCH TEHETUYECKOe  oOciiefoBaHue. Matepuaiom
uccienoBanus spisack [JHK, BeiieneHHas u3 1ebHON KpOBH MAIMEHTOB, MOCIe 3a0opa
u3 neprudepuvecKuX COCyJI0B MallMEHTOB, BKIIOUEHHBIX B UCCIIeOBaHUE. | eHeTHUecKue
uccnenosanus reHa CFTR mpoBomwmm myTem ompeeneHus] auieIbHON YacTOTHl BCEX
OOHApPY)KEHHBIX MYTaIlMi, WIACHTU(UKALMN CTETIEHU «TSHKECTH» TeHoTHna (s
«TSDKEJIOTO» TeHOTUNA 00s3aTeNIbHBIM ObL10 Hanmmuue myTaruu [-111 knacca, 11 «MArkoroy
— xoTs Ob1 onHOM MyTaruu [V-VI kinacca). Marepuanom uccienoBanus sipisuiach JJHK
OOJIBHBIX MYKOBUCIUI030M. Mcrnonp3oBamu Meton BbineneHus toTansHO JIHK wu3
IETbHOM KPOBHU MAIIMEHTOB CTAHIAPTHBIM METOJO0M (PEHOJ-XJIOPOPOPMHOM IKCTPAKIIHH;
METOJ] TEHOTUTTUPOBAHMS MOJMMOP(HBIX BApPUAHTOB T'€HOB C TIOMOINBIO MOJIMMEPA3HON
HEMHOM peakiMu W C TOMOIIbI0 aHaidu3a MoJuMopdu3Ma JUIMH PECTPUKIIMOHHBIX
¢dparmenroB. JIHK-auarHoCTMKYy TNpOBOAMIM  COIJIaCHO — QJITOPUTMY  KOHCEHCYca
«MyKOBUCLIMJI03:  OMPEACIICHUE, AUArHOCTUYECKUE KpPUTEPHUH, Tepamus», pasfien
«l'eHeTrika  MyKOBHCHMI03a.  MOJEKYJIIpHO-TEHETUYECKass  JUArHOCTHUKAa  TIPH

MYKOBUCIIUI03E.
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2.2.6 OueHka KayecTBa KU3HHU, BIPAKEHHOCTH NMPOSIBIEHU I

JIOP-naToJiorum y aere ¢ MyKOBUCIHUI030M

Jlist aHKeTUpOBaHUs HaMu ObLTa pa3paboTaHa ¥ UCIIOIh30BaHa JIEKTPOHHAs hopMa
Ha ocHOBe Iatdopmel Google FOrms. 3a oCHOBY /Il COCTaBJICHUSI aHKEThI HAMHU OBLIT
BBIOpaH BaJUIWPOBaHHBIM onpocHUK SN-5. B naHHON aHKeTe pOAUTENH OTMeuau
yactoTy nposisiiennii XPC y nmereil. ['pynna cuMnToMOB OIIEHUBAJIACH 34 MOCIIEIHUM
MecHll 1o 7-Mu OaJTbHOM miKaiie: oT 1 6aiia — «HU pa3y 3a NOCIeAHUN MecsIy 10 7 —
«IOCTOSTHHOY. Takke UCTOb30BalIach BU3yalbHO aHasioroas mmkaia (BALLL), B koTopoit
POAUTENHN OTMEYAIM TTOKa3aTeIN KaueCcTBa KU3HU pedeHka. Ha ropu3oHTaIbHON JIMHUU
OTMEUAJIUCh MOKA3aTeNH, TJIe KpailHie 3HaYeHUsl ObUIH: «HAWITYYIIIee KAYEeCTBO KUZHU
M «HACTOJIBKO IIOXO0, HACKOJIBKO BO3MOKHOY». JIJ1s1 aHKETUPOBAHUS AETEW U MALlUEHTOB
C MMOHMKEHHOW I'PaMOTHOCTBIO WJIM HAPYIIEHHUSIMHA PA3BUTHS MPEACTABICHBI KAPTUHKU C
M300paKeHUEM JIUIL JIJIs OlleHKU kadecTBa >xu3Hu Ha BAIIl Bonra-beiikepa. (Ilpumep
onpocHuka SN-5 — B mononHeHnn 2).

Ankera Opuia MoaudUIMpPOBAHA HAMH J0OABIEHUEM HEKOTOPBHIX BOMPOCOB:
BO3pAacCT peOeHKA; HATMYME HAa MOMEHT aHKETUPOBAHUSI kaj100 Ha 3aTPyAHEHUE HOCOBOTO
JIbIXaHUS, HATMYKE OTAEISEMOro U3 HOCA WIIM TOCTHA3AIBHOTO 3aTeKa, 00JIb MJIU YyBCTBO
nuckoMdopTa B 00JaCTH TIPOEKIIMH OKOJIOHOCOBBIX Ma3yX, CHUKEHUE WM OTCYTCTBUE
OOOHSHUSI.

OnHako TakoW CHUMNTOM, Kak Kamienb y nered ¢ MB, Obul MCKIIFOYEH HaMH M3
ONPOCHHKA. JTO CBSI3aHO € TEM, 4YTO Yy nauueHtoB ¢ MB Hamuuue xamus
paccMaTpuBaeTcs B TEPBYIO ouepelb Kak MPOsBICHHE HHOEKIIMOHHOTO TMOPaXKEHUS
HIKHUX JBIXaTEJIbHBIX My TEH.

B aHkeTy BKJIIOUYEHBI YTOUHSIOIIME BOMPOCH B OTHOILICHUU YCTAaHOBJICHHBIX paHee
JIMarHo30B, BeINoJIHEHHBIX paHee KT nccnegosanuiit OHIL.

Yacte aHkeTsl Obuta  paszpaboTraHa TakuM  oOpa3oMm, 4YTOOBI  Bpad-
OTOPHUHOJIAPUHTOJIOT MOor BHECTHU CBEJICHUS, MOJTy4YEHHBIE npu

OTOPHHOJIAPUHI'OJIOTHYCCKOM OCMOTPC IMAaUMCHTA, BKIIIOYasaA JAaHHBIC S9HJOCKOIINYCCKOI'O
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UCCIIENOBAHUSI TMOJOCTM HOCAa M HOCOIVIOTKM, a TakKKe BHECTU pEe3yJIbTaThl
JOTIOJIHUTENBHBIX METOJIOB UCCIIETOBAHMSL.

OnpOoCHHUK 3alOJHSJICS B AJIEKTPOHHOM BHUJIE, @ JAHHBIE 3aT€M IEPEHOCUIIUCH B 0a3y
JAHHBIX JJ1sI MHOTO(aKTOPHOTO aHAJN3a.

Ccpuika Ha ompocHHK B Buiae QR-koma Oblia pacmpocTpaHeHa ¢ MOMOIIBIO
PErHOHAJIBHBIX HEHTPOB MYKOBHUCIUA03a U IIPU COJICHCTBUH MMALIMEHTCKUX OpPraHU3alui
u OsaroTBopuTenabHOro Gonna «OcTpoBay.

B uHpOpMaIMoHHO YacTH ONMPOCHUKA YKa3bIBAIUCH (paMIIIMS, UMSI U OTYECTBO
nanueHTa, HoMmep amOyJlnaTOpHOM KapThl, IOJI, BO3pacT, Jara OOpalleHus, aJpec,
KOHTakTHBIA TenedoH M E-mail poauteneld uiuM 3aKOHHBIX MPEACTaBUTENCH NETEH,
Y4aCTBOBABUIMX B UCCIEIOBAHUM.

[Ipu oreHKe aHKET B aHaiu3 ObUIM BKIIOYEHBI TOJBKO 3aMOJIHEHHBIE MYHKTHI

OIPOCHUKA.

2.2.7 ba3ucHasi Tepanusi MyKOBHCLHM/1032

Bce manueHThl monydanu 0a3uCHYIO TEparuio 10 OCHOBHOMY 3a00JI€BaHUIO,
KOTOpast BKJII0Yaia, B 3aBUCUMOCTH OT IMOKAa3aHUM:

® YPCOJIE30KCHUXOJIEBasi KUCJIOTa MPU HAPYIIEHUU (PYHKIHMHU NMEYEHU NEpOpaTbHO
IIOCTOSIHHO;

® [IOCTOSIHHOE€ MPOBEJCHHE WHTAISIMOHHOW TEpanvuul C TUIEPTOHUYECKUM
pacTBOpoOM xyopuaa HaTpus 7 % WK ¢ TMATypOHATOM HATpus + HATpUs XJIOPUIOM +
JUCTUWITMPOBAHHAS BOJA,;

e OpOHXOJIMTUYECKAs Tepalus MpHU SIBICHUSIX OPOHX0OOCTPYKIMHU C MperapaTaMH,
CoJIep KalllMMK UTIIpaTporiusi OpoMus U HEeHOTEPOT,

® eXKEIHEBHbIE dHIOOPOHXHMAJIbHBIE MHTAISALUUNA C MYKOJIUTUYECKUM IpernapaToM
JnopHa3a anbda B 103UpoBKe 2,5 Mr 1 pa3 B ICHB;

e mpu OPBU nHa3zHaueHue KypcoB MEpOpabHON aHTHOAKTEPHAILHOW TEparuw,

MPOAOJKUTEILHOCTHIO HE MeHee 14 nHei;
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e nipu onpenenennu B Mmokpote u3z HJ/IIT P. aeruginosa nasHavanach JjIMTENbHAS
UHTaJSILMOHHAs — Tepalus, KOTopas coyeraercs ¢ KypcaMd  BHYTPUBEHHOMU
POTUBOCHHETHOMHOMN aHTHOAKTEpHATBbHON Tepanuy;

e 1pu 00OCTpEHHH BOCHaNUTEIbHBIX 3a0oneBanuit HJII1 HazHayanace cucteMHas
aHTHOaKTepHallbHas Tepamus, BKIIOYAIOIIasi HE MEHee [JByX IIpernapaToB B
MaKCHUMaJbHBIX BO3PACTHBIX /033X, MPOJOJDKUTEIBHOCTHIO HE MeHee 2—3 Henedb,
IIPOBOAMMAsL BHY TPUBEHHO.

Bcem gerssm ¢ MB Ha3zHavanach auera ¢ MOBBIICHUEM KAJOPUHMHOCTH IHIIM Ha
150%, ot BO3pacTHOW HOPMBI, 0€3 OrpaHHuYEHHUS KUPOB, OOUIBPHOE TMHUTHE U
IIOZICAJIMBAHUE IHILKA B XXKapKO€ BpeMs U IIPU TMIEPTEPMHUHU. Taxke BCEM IalUeHTaM
Ha3HAYyaJICs €XKEAHEBHBIN I1EPOPAIbHBIN IPUEM ITOJTMBUTAMUHOB ¢ MUKPOJJIEMEHTAMU.

Bcem nmanmenTaM — mpoBOAWMJIACH  KMHE3WMOTEpAmus, KOTOpas  BKIIOYana
JbIXaTeJIbHYI0 TUMHACTHKY, JIEYeOHYI0 (PU3KYIBTYpPY, Maccax, MOCTypalbHbIN JpEHAXK.
OrtoT Merox ledeHus y OonpHBIX ¢ MB HampaBieH Ha yKpemsieHHE AbIXaTeIbHOU
MYCKYJaTypbl, IPEeIOTBpAIlCHHE Koularica OpPOHXOB U YJIyUIIEHUE BEIBEICHUS MOKPOTHI

(pUCyHOK 5).
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Pucynok 5 — JleMoHCTpanus TEXHUK JIpeHaXKa OPOHXHAIBHOTO IepeBa. A — aKTHBHBIN JPEeHAX
C IPUMEHEHUEM MACKH y JieTell 10 8 j1eT. b — aKTUBHBIN ApEeHaX ¢ IPUMEHEHUEM MYH/IITYKa y JeTel
ctapuie 8 yieT. B — maccax rpyiHO# KJIeTKH

Bce poautenu mnanuentoB ¢ MB npoxoamnu oOydeHHE C HHCTPYKTOPOM-
METOJIUCTOM JieueOHON (Pu3KynbTyphl B LleHTpe MyKOBHCHHAO03a. DTO ITO3BOJIMJIO
OCBOUTH Ha MPAKTUKE OCHOBHBIC AJIEMEHTHI KHHE3UTEPAIUU, UCXO/s U3 MEPCOHATIBHBIX
0COOCHHOCTEH JeTeld, 4YTOObl HMMETh BO3MOXHOCTH CaMOCTOSITEIBHO MPOAOJKUTH

3aHATHA JOMaA.

2.3 Ouenka 3¢ peKTUHBHOCTH MPUMEHEHHsI penapaTa JopHa3a ajb(a
B BH/I€ IOMOJHUTEIbHBIX K IHA00POHXHAIbHBIM HHT AJIALHAM
HHTPAHA3AIbHBIX MYJIbCUPYIONIUX HHTAJISIUH Y 1eTel

C XPOHUIECCKUM PUHOCHHYCUTOM IIPA MYKOBHCIIM/103€

HccnenoBanre HOCHIIO PETPOCHEKTUBHBIA Xapakrep. OueHky s3(QexkTuBHOCTU
npenapara JgopHaza anbda mpoBenu y 71 marmuenta ¢ MB Ha OCHOBaHMM JTaHHBIX
aMOyJIaTOPHBIX KapT UM UCTOPHUI 0OJIe3HU MAlMEHTOB. BKIIIOYEHHBIE B HMCCIICIOBAHUE
JeTU JUIsl TIPOBEICHUS aHajdu3a ObUIM pa3/elieHbl Ha JBE TPyIIbl. B mepByro rpymnmy
Bomwto 28 (39,4%) narmentoB ¢ XPCcHII, nmonyyaBiyie WHTaIsAIMIO J0pHa3a anbda
TOJILKO B HUYKHUE OTJEIIbI AbIXaTeIbHbIX yTel. OIHa MHTANSIUS PernapaToM J0pHa3a
anb(a B TO3UPOBKE 2,5 MT BBINOIHIACH YE€PE3 KOMITPECCOPHBIN UHTAISATOP B HIDKHHE
OT/ICJIBI JIIXaTEJIbHBIX MyTeH (PUCYHOK 6).
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[TarueHTHl TIEPBOW TPYNIBI OBUTH pa3fefieHbl HA JIBE MOATPYIIIHI IO BO3PACTY: B
noarpymnimy B noarpymnmy |A — B Bo3pacte 6—12 ner Bonwio 15 (21,1 %) yenoBek u B
noarpynny Ib — gereit B Bo3pacre 13—18 ner Bouwio 13 (18,3%) udenosek. Bces
KJIMHUYECKass MHpopMalus O HalMeHTax 3TOW rpymmbl B3dTra U3 Perucrpa OOIbHBIX

MykoBucua03oM Poccuiickoit @enepanun 2021 r

A b

Pucynok 6 — A — KOMIPECCOPHBI HHTAIATOP C MYHAIITYKOM. b — KOMIpeccopHBbIi
MHTAJIATOP C MAaCKOU

Bo Bropyto rpynmy 6su10 BritoueHo 43 (60,6 %) marnuenta ¢ XPCcHII, xotopsie

MoJIydajv ABC MHTAJLIONUN JOpHa3a aJ'IL(I)a.
BTOpaSI WHTaJSIOUsdg  BBIIMOJHSAIACH  UCpPE3 HMHIAIATOP C BO3MOXHOCTBIO

NyJbCUPYIOLIEH moaaun aspo3oiis Pari Sinus™ (pucyHok 7).

Pucynox 7 — KomnpeccopHbsiii unraastop ¢ Pari Sinus™ ¢ Hacagkoi Ui BBITOJHEHHUS
MyJIbCUPYIOIINX UHTATALMN B TIOJIOCTh HOCA
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KoHCTpYyKTHBHOM 0COOEHHOCTHIO TIPUOOpA SIBISIETCS HAIMYNE IBYX KOMIIPECCOPOB:
JUTSI TIOCTOSTHHOM Y ITyJIbCUPYIOIIEH ITO1auu adpo30ist JlaHHBI METO ] JOCTaBKH a3p030J1s
oOecrieuynBaeT MOCTYIUICHHE M OCAXJICHHWE B3BECH C MpenapaToM B IMOJOCTA HOCA H
OKOJIOHOCOBBIX Ma3yX. I1alieHTHI BBIMTOIHSIN JOTMOTHUTEIBHYIO K YHI00pOHXUATHHON
SHAO03THHYIO MHTAJISAIINIO TIPETapaToM JopHa3a aabga mo 1,25 Mr B Kaxayro TMOJOBUHY
HOCA.

Bo BTOpyto rpymmy BrirodeHo 43 (60,6 %) manmentoB ¢ XPCcHII, mosyuasiive
WHTQJISAIHIO JOPHA3a alb(}a TOIHKO B HUKHUE OT/EIBI JbIXaTeIbHBIX MyTel. [lanuenTsl,
COCTaBUBIIUE JJAHHYIO TPYIIITY, TAKXKE ObUIN pa3/iesieHbl Ha IBE MOATPYMIIBI IO BO3PACTY:
B nmoarpymny lla B Bozpacte 612 ner Bonwio 23 (32,4 %) yenosek u B noArpymnmy 116
neteid B Bozpacte 13—18 et Borwto 20 (28,2%) yenoBek. Cxema nu3aifHa 4eTBEPTOMH

HaCTH UCCIICAOBAHNA HAlJLAAHO IIPCACTABJICHA HAa PUCYHKC 8.

| rpynma:

28 marmuentoB ¢ XPCcHII,
MOJTyYaBIINE UHTAJISIINIO TOpHA3a
anb(a TOJbKO SHAOOPOHXUAIBHO

Il rpynma:

43 nanpenta ¢ XPCcHII,
MOJTy4YaBIIHE JIBE MHTAJISIIIUN
nopHa3a anbda: YHI00POHXHATBHO
Y DHJIOHA3AIBHO Yepe3 HHTAJISTOP
C BO3MOYKHOCTBIO IYJIbCUPYIOLIEH
MOIaYu adDO30JIs

SN

SN

v

v

[Toarpymma a: [Toarpymma O: [Toarpynma a: [Toarpynma: 6
15 genoBek 13 yemoBek 23 yenoBeka 20 yenoBek
BO3pACTE BO3pacCT BO3pacT BO3pacT

6-12 net 16-18 net 6-12 net 16-18 net

v

v

CpaBHeHI/Ie AHAMHCCTHYCCKHX JaHHBIX, aHTPOIIOMCTPHUYCCKHUX rokazatTejiei u

(OYHKIIUH BHEITHETO JIBIXaHUS

v

AHanu3 NOJY4YEeHHBIX pe3yIbTaTOB

PI/IcyHOK 8 — Cxema In3aiiHa YCTBCPTOI'O 3TAalla UCCIICAOBAHUA
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[Ipy  omeHke  COMAaTHYECKOIrO cTaTyca  IAIMEHTOB  HCIIOJIb30BaHbI
aHTpoINoOMeTpHUUYecKue nokazarenu (poct, Mmacca aereid, UMT) u nokazarenu QpyHkuuu
BHenHero Apixanus (ODPB; u ©XEJI).

Jlia onleHKH 3P PEKTUBHOCTH pacCMaTpUBAEMOr0 METO/a TEparuu ObUI MPOBEACH
aHaJIM3 AaHAMHECTUYECKUX JTAHHBIX NAIMEHTOB, BKIIFOYAIOLIMI CBEICHUS O IPOBEICHHOM
XUPYPru4eCKOM JICYEHNH OTOPUHOJIAPUHT OJIOTHYECKON MaTOJIOTUH 3a
npenmecTyomuye 5 ser. Taxke HaMu IpoBeAcHA OLICHKA IPOAODKUTEIBHOCTH
rocuuTanu3aluu  Jerted 3a | rog W OPOJOIKUTENBHOCTH  BHYTPHUBEHHOM

aHTUOAKTEepHAIbHON Tepanuu 3a 1 ro.
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TJIABA 3. SIIMJAEMHUOJIOTUSI XPOHUYECKOI'O PHHOCHHYCHTA
Y IETEX C MYKOBUCIIHJIO30M B POCCUIICKOM ®EJEPAIINN

Peructp OGompHeix MB B Poccuiickoit deneparmu Bemercs ¢ 2011 1. wu
COOTBETCTBYET TpeOOBaHUSIM EBpOIENHCKOro perucTpa u SBISIETCS €ro YacThIO.

Ha ocHoBanum u3ydeHus peructpa OONBHBIX MYKOBHCLHI030M B Poccuiickoit
®deneparun 2018 r. Ob110 BBISBICHO, UTO B PETUCTPE MPEACTaBlIeHa HH(OOPMAIIHS TOIBKO
M0 3MHJAEMHUOJIOTUU XPOHUYECKOTO PUHOCHUHYCUTA C HA3AJIbHBIM IOJIUIIO30M Yy JETEH,
koTopas coctaBmia 27,03 %. B Hacrosiiiee Bpems nuarao3 XPC 0e3 Ha3albHbBIX TOJIUIIOB
He ¢urypupyer B Peructpe OosnbHbIXx MB, 4TO TOBOpPUT O HEIOOIIEHKE Bpadyamu
3HAYMMOCTH BIIMSHHS XpoHn4yeckou natosioruu Hoca u OHII Ha TskecTs Teuenus MB y
JETEH.

[Ipu ananuze naHHbIX Peructpa BBISBICHBI BO3PACTHBIE OCOOEHHOCTU YaCTOTHI
BcTpeuaeMoct XPCcHII. Tak, XPCcHII nmo panHbiM Peructpa, nmpakTU4eCKu HE
BcTpeuascs y aererd g0 3 aet (ot 0,0 % 1o 3,0 %), B Bo3pacte ot 3 g0 6 jget XPCcHII
Ob11 BBIsIBIICH ¢ 9actoToi 13,8-19,9 %. C Bo3pacTta 7 j€T oTMedalcs CYyIIECTBEHHBIN
poct BbisiBIeHUS XPCcHII mo 36,2 %, a ¢ 7 no 18 ner 4dacrora BCcTpeuyaeMoCTH
Haxonwnace B rpanunax or 31,5 % nmo 45,3 %. Pacnpocrpanennocts XPCcHII B
3aBUCUMOCTH OT BO3pacTa IpeICTaBlIeHa B TabnwuIie 2.

Ta6aunma 2 — Pacnpoctpanennocts XPCcHII B 3aBucumoct OT Bo3pacTta, 1o
naHHbpIM Peructpa 6onpHBIX MB 2018 1.

JleTH, B OTHOIICHUH
Bospacr, et | Beero aereii ¢ MB, N (%) KOTOPBIX Hetu ¢ XPCcHII, N, (%)
HEHM3BECTCH JIMArHO3
XPCCHIL N (%)
0 101 (100%) 12 (11,9%) 2 (2,0 %)
1 117 (100%) 11 (9,4%) 0 (0,0 %)
2 166 (100%) 12 (7,2%) 5 (3,0 %)
3 167 (100%) 22 (13,2%) 23 (13,8 %)
4 159 (100%) 10 (6,3%) 26 (16,4 %)
5 172 (100%) 11 (6,3%) 29 (16,9 %)
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[Tponomkenne TaOIUIThI 2

6 156 (100%) 11 (7,1%) 31 (19,9 %)
7 163 (100%) 13 (8,0%) 59 (36,2 %)
8 154 (100%) 6 (3,9%) 48 (31,2 %)
9 152 (100%) 10 (6,6%) 51 (33,6 %)
10 153 (100%) 4 (2,6%) 54 (35,3 %)
11 127 (100%) 1 (0,8%) 53 (41,7 %)
12 118 (100%) 6 (5,1%) 44 (37,3 %)
13 116 (100%) 5 (4,3%) 42 (36,2 %)
14 111 (100%) 5 (4,5%) 35 (31,5 %)
15 85 (100%) 4 (4,7%) 36 (42,4 %)
16 75 (100%) 4 (5,3%) 34 (45,3 %)
17 74 (100%) 3 (4.1%) 27 (36,5 %)
BCEI'O 2366 (100%) 150 (6,3%) 599 (25,3 %)

JlaHHBIE, Tpe/CTaBICHHBIC B TAaOJWIIE, OTPAXKAIOT TEHACHIIMIO YBEIMYCHHS C
BO3pacTOM umcia Aereid ¢ yctaHoBieHHbIM nuarHo3oM XPCcHII: ot 0 % y nereit B
Bo3pacte 1 roga no 45,3 % cpeau naureHToB B Bo3pacte 16 jerT.

JI71 BBISIBJIEHHST 4aCTOTHI BCTPEYAEMOCTH PUHOJOTMYECKON MATOJIOTUU Y JIETEU C
MYKOBHUCIIUJIO30M TPOBEACH CPABHUTEIBbHBIN aHalM3 PE3yJbTATOB, MOJYYCHHBIX Ha
pa3IMYHBIX dTanax wuccienoBanus. I[IpoBeneHO CpaBHEHME HMMEIOUIUXCS JTaHHBIX,
OTPaXEHHBIX B Peructpe O0JbHBIX MYKOBUCIIUIO30M C Pe3yJIbTaTaMu, MOJYyYEHHBIMU B
XOJ€ AHKETHUPOBAHUSI POJUTEICH WM 3aKOHHBIX MPEICTABUTENEH JIETEH, a TaKkKe
JAHHBIX, TOJYYEHHBIX TPHU KIUHUYECKOM OCMOTpE OOJBHBIX, HAOIIOJAIONMINXCS U

noayyarommx JieueHue B Llentpe mykosucunnoza HUKU Jlerctea M3 PO.
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3.1 PacpocTpaHeHHOCTHh XPOHMY€ECKOT0 PUHOCHHYCUTA NMPH MYKOBHUCIH/103€

HA OCHOBAHMHU JAHHbBIX KIMHHY€CKOI0 OCMOTpPa

Bcem persim mposenern ocmoTp JIOP-opranoB ¢ o0s3aTeNbHBIM BKIIOUYEHUEM
9HIOCKOMMYECKOTr0 00CIeI0BaHuUS TOJIOCTH HOCA U HOCOTJIOTKH.

IIpu ocmotpe 245 nereit ¢ MB B I'bY3 MO «HUKU M3 MO» xpoHudeckuid
puHocunycut BoisiBieH y 200 (81,63 %) marueHToB, Mpy 3TOM AWArHo3 ObLI BIEPBBIC
ycraHoBiieH y 48 (24 %) npereéi. DTU JaHHBIE TOJIYYCHBI B XOJIE TPETHETO IJTama
VICCJIEIOBAHHSI.

CTpyKTypa pHHOJIOIMYECKON MATOJOTHH, 110 JaHHBIM OCMOTpa rnanueHTos B ['bY3

MO «HUKW]JI M3 MOy, ipeacTaBieHa Ha pucyHke 9.

ANnepruyecknin puHUT XPC6esHM
3% 31%

OTcyTcTBME
PUHONOTUYECKOM
naTonornum
16%

XPC Bcero 81%

XPCcHnN
50%

Pucynok 9 — PacmpocTpaHeHHOCTh PUHOJOTHYECKON MAaTOJOTHH y neTeit ¢ MB mo gaHHBIM
0oCcMOTpa

XpoHHUYECKI PUHOCHHYCHT 0e3 Ha3ajabHOro moiumo3a BeisiBieH y 77 (31,40 %)
JeTed, a TOJUIBI TOJOCTH Hoca ompeaensumck y 123 (50,20 %) nmereit ¢ MB.
Anneprudeckuii puHUT AuarHoctupoBan y 7 (2,86 %) mereit. Tonbko y 38 (15,51 %)
JeTe pUHOJIOTHYECKAasl MaTOJIOTHUSI OTCYTCTBOBAIa HA MOMEHT OCMOTPA.

’Kano6bl manueHToB OBIIN XapaKTEePHBI JIJIsl PHHOCUHYCHUTA: 3aTPyIHEHHE HOCOBOTO

AbIXaHHWs, HAJIMYHUEC OTACIIICMOI'O U3 II0JIOCTH HOCA, MOCTHA3aJIbHBIM 34TCK, OLIYIICHUC
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6omu unu aasinenus B npoekuuu OHII (B oOnactu n6a, Mexay OpoBeil, oA riazamu).
KanoObr nereit ¢ MB, BoisiBiieHHble B pesyibTaTe JIOP-ocMoTpa mpencraBiieHbl Ha
pucynke 10.

200

150

207
(84,5%)

100

50 69

(28,2%) 55 12
(22,1%) (4,9%)
]
0
3aTpyaHeHUe HOCoBOro oTgenAaemoe U3 HocCa NoCTHa3a/bHbIN 3aTEK 6onb

AbIXaHUA

H N, yncno geten

Pucynok 10 — XKano6s1 y nereit ¢ MB o nanHsIM ocMoTpa

JXanoObl Ha 3aTpyaHEHHE HOCOBOTO JbIxaHus mpucytcTBoBamn y 207 (84,5 %)
JIETEN C pUHOJIOTUYECKOM naroJioruei. Hanmuue otaensemMoro u3 Hoca 0TMEYalioch y 69
(28,2 %) nereilt, mocTHa3ambHBIA 3aTeK BbIsBICH y 55 (22,1 %) nmereit, Ha Gonb B
npoekir OHIT sxanosanucek 12 (4,9 %) nerei.

[Ipumepbr  sHpockonuueckod  kaptuHbl  XPCcHII  pasnmuunol  creneHun

npeJcTaBiIeHbl Ha pucyHkax 11-13.

Pucynok 11 — Pucynok 12 — Pucynok 13 —
DHJIOCKONMYECKast KapThHa 2 | DHIOCKOMHMYECKask KapTuHa 3 DHJO0CKOITHYECKas
CTENEHH Ha3aJbHOTO CTENEHH Ha3aJbHOTO MOJNI03a KapTUHA 4 CTENIEHU
MOJINII03a Ha3aJIbHOT'O IIOJIUII03a
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CreneHp Ha3albHOTO TOJIMIO3a OINPENEIAIach B 3aBUCUMOCTH OT CTENEHU
oOTypalnMy TOJIOCTH HOCAa B COOTBETCTBMM C  Kiaccudukanueir Johansen,
moaudunmpoannoit Meltzer.

Yacrora cnyuaeB BbisiBaeHHs XPCcHII B wucciaegyemoil rpyrine nanueHTOB

Ipe/cTaBlIeHa Ha pUCyHKe 14.
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Pucynok 14 — Yucno BeisiBneHHbIx ciyyaeB XPCcHII pasnuunoii crenenu y nereit ¢ MB no
JTAHHBIM KJIIMHUYECKOI'0 OCMOTpa

N, CJIY4Ya€eB BBIABJICHUSA HA3aJLHOI'O IMOJIUIIO3a

Kak BUIHO W3 TIpeICTaBICHHON AUArpaMMbl, IO JAHHBIM KIMHUYECKOTO OCMOTpa
HasalbHbI monuno3 1-ii crenenm BwisiBaeH y 71 (57,7 %) peGEnka, 2-if creneHH
nuarHoctupoBan  y 29 (23,6 %)meteit, 3-s  cTemeHb HA3aJbHOTO  IOJIAIIO3A
nuarnoctupoBana y 14 (11,4 %) nereit, 4-s creniens —y 9 (7,3 %) nereid.

[To nanHbIM aHAMHE3a, pa3auuyHoro Buaa onepanuu Ha OHII nepeneciu 22 pedeHka
u3 245 ocMOTpeHHBIX, yTO cocTaBuio 13,5 %. [loBTopHOE ONEepaTHBHOE BMEMIATEIHCTBO
nposeaeHo 5 (2,0 %) nersm u 1 (0,4 %) peOeHOK niepeHec Tpu Orepaluu.

DHA0CKONUYECKHE oneparuu ObutH BhimoHeHbl B 23 (9,4 %) cinyyasx, 2 (0,8 %)
JIeTsM Oblaa BBINOJAHEHA ImeriaeBas mojumotomus, a 3 (1,2%) mersM mpoBemIeHO
OTICPaTUBHOE BMEIIATEILCTBO 10 «OTKPBITOM» MeToauKe (raiiMopoTomus mo Kommyami-

JTroky).
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B pesynbrate oOcnenoBaHus JeTed MO CO3JaHHOMY HaMH alrOpUTMYy C
BKJIIOYEHHEM 0053aTE€bHOTO YHJIOCKOMUYECKOIO HCCJIEAOBAHMS TMOJOCTH HOCA U
HOCOTJIOTKH, ObUTO ycTaHOBieHO, 4To yacTtota XPCcHII cocraBuma 50,20 %. Dtor
MoKa3aTeab MPAKTUYECKH BIBOE MpeBbimaeT gaHHbie o 27,03% nereit ¢ XPCcHII,
3apukcupoBanubie B Peructpe 6ompHbIx MB 2018 1. (p < 0,001). Beero Ob110 BBISIBIICHO
81,63 % mamueHTOB C XPOHUYECKMM PHUHOCHHYCHTOM y neTteit ¢ MB, a uerBepth
OCMOTPEHHBIX ATOT JUArHO3 ObLT YCTAHOBJICH BIIEPBbIE.

Takasi rUuIoMarHoCTUKa CBsi3aHa C TEM, UTO JIETU C MYKOBUCILIHI030M, Y KOTOPBIX
He Obulo kano0 co cropoHbl JIOP-opranoB, He HaOIIOIaTUCh BpavyaMu-
OTOPUHOJAPUHTOJIOTAMH, TAK KaK OTCYTCTBYET HACTOPOKEHHOCTh Bpaueil B OTHOIIEHUU
HEOOXOJIMMOCTH BBISIBJICHUSI TIATOJIOTUU TOJIOCTH HOCA U HOCOIJVIOTKH, KaK MaTOJOTHH,
HEraTHBHO BIUAONIeH Ha TeueHre MB. Takke OOJBIIMHCTBY JIeTel paHHETO BO3pacTa u
nainueHTaM 0e€3 KIMHUYECKUX IMPU3HAKOB HA3aJIbHOTO TMOJIUIO3a HE MPOBOANIOCH
JIMarHOCTUYECKOE PHIOCKOMMYECKOe 00cie1oBaHue mojaocTu Hoca. [locneanee, mpexae
BCETro CBsA3aHO ¢ oTcyTcTBUEM B Peructpe 601pHbix MB P® 2018 r. auarnosza XPC 6e3
HAa3aJIbHOT'O TIOJIMII034, a TaHHbIe N0 pacnpocTpaHéHHOCTH XPCcHII 3HaunTensHo HUXKE
peabHbIX.

B Hactosimiee  BpeMs  HEOOXOAMMO  YCHJIGHHE  MEKAUCIUIIMHAPHOTO
B3aMMOJICHCTBUS CIIEIUAINCTOB 0 MB 1 Bpaueli-0TOpHUHOJIAPUHTOJIOTOB.

Bxitouenue o0s13aTeIbHON KOHCYJIbTALIUU OTOPUHOJIAPUHTOJIOTa c
HHJIOCKOMUYECKUM 00CIIeTOBAHUEM MOJIOCTH HOCA U HOCOTJIOTKH B OOCIIEIOBAHUE BCEX
JeTel ¢ MOMEHTa YCTaHOBJEHHS 1uarHo3a MB, mno3BomuT obecneynTh paHHEE
BBISIBJICHUE PUHOJOTMYECKON TMATOJOTHHM, HAa3HAYEHUWE ONTHUMAJIbHON Tepanuu u

aHeKBaTHOﬁ MapmpyTH3aluu IMagrCHTOB.
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3.2 PacnpocTpaHeHHOCTh XPOHUY€CKOT0 PUHOCMHYCHUTA HA OCHOBAHMHU JaHHBIX,

NMOJIy4YeHHBIX METO0M AHKETHPOBAHMS Y JieTell ¢ MYKOBHCIIH/I030M

B anketupoBaHuM TpUHAIO ydactue 389 poaMTelel WIM  3aKOHHBIX
npeacraBurenel gered ¢ MB, a Takke BpauyM-OTOPUHOJIAPUHIOIOTH, KOTOPBIE
IIPOBOAMIIM OCMOTp Aeter ¢ MB.

[Ipy 3amoJIHEHMM AHKET 3aKOHHBIE NPEACTABUTENIM MOIJIM OTBETUTh HE Ha BCE
BOIIPOCHI AaHKETHI, B PE3YJIbTATE YETO YHUCIIO OTBETOB ISl KaXKJIOTO MyHKTa OTJINYACTCS.

Yucno moiydeHHBIX OTBETOB coctaBisier 16,4 % or Bcex 2366 malueHTOB B
Bo3pacte ot 0 1018 ner, 3apeructpupoBanHbix B Peructpe 6ompHbix MB ot 2018 T.
JlanHasi BpIOOpKA MPEBBICKIIA JOBEPUTEIBHYIO BEPOSATHOCTH 95 % W TOBEPUTENBHBIN
uHTepBal + 5 %, 4TO CBUAECTEIBCTBYET O TOM, YTO BHIOOPKA MAIMEHTOB, BKIIFOUEHHBIX B
aHKETUPOBAHUE, SBJISETCS PENPE3CHTATUBHON. DTH JaHHbIE ObUIM TMOJYYEHBI B XOJI€
BTOPOI'O 3Tara UCCIEI0BAHMUS.

st mpoBeZieHUs] NUCTAHIIMOHHOTO aHKETUPOBAHUS B JJIGKTPOHHOM BHjE Oblia
pa3paboTana (opma ¢ HCIOJIL30BAaHUEM 3JICKTPOHHON IaTdopmel Google Forms Ha
OCHOBAaHHMM JUArHOCTUYECKUX KpuTepueB EBpomeiickoro oOImiecTBa pUHOJIOIOB,
oIyOJIMKOBAaHHBIX B coriacutesibHoM tokymenTe o XPC (kputepun EPOS 2012 / 2020)
1 MoaudUIIMpOBaHHAs HaMU JUIs TAIMEHTOB JIETCKOro Bo3pacta ¢ MB. U3 kpurepuen
OBLT MCKJIIOUCH TaKOM CHUMIITOM, KaK Kallle/lb, TaK KaK OH y ManueHToB ¢ MB Moxer
0O0JIbIlIe YKA3bIBaTh HA MOPAKEHUE HUKHUX OTIEJIOB JbIXaTEeIbHBIX MYTEH W HEraTUBHO
BIIUSATH HA OO BEKTHUBHOCTH OIEHKH.

Jannble 0 yactoTe BbisiBIeHUs] XPC, monydeHHbIe B PE3yIbTaTe AUCTAHIIMOHHOTO

aHKETUPOBaHUs NMaueHToB ¢ MB mpencTaBiieHbl Ha pUCyHKe 15.
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B /letn ¢ XPC Jletn 6e3 XPC

Pucynok 15 — Yacrora BeisaBiienuss XPC y nereii ¢ MB 1o n1aHHbIM aHKETHUPOBaHUS

Kak BUIHO W3 MpEeACTaBIECHHON nHAarpaMMbl, U3 BceX 389 OMpOIIEHHBIX JUArHO3
XPC 6b11 ycTanoBieH y 249 denoBek, uTo coctaBuiio 64 %, y 140 nereit (36 %) nuaruos
XPC orcyrcTBOBa.

[Ipyn ananu3ze AaHHBIX, MOJYYEHHBIX MpU 0OCIENOBaHMU TanueHTOB B LleHTpe
MYKOBHUCIIM/103a (TPETUM 3Tal UCCIEOBAaHUsI) U HA ITAle aHKeTUPOBaHUs (BTOPOM ATall
UCCJIeIOBaHMsI) BIIEPBBIE MOTYUYEHBI cBefieHus o anuaemuonorun XPC y nereit ¢ MB B
PO.

B Peructpe 6oapHbIXx ¢ MB B P® 2018 r. otcyrctByer XPC, Kak HO30/10rH4ecKas
dopma. [anusie 06 smupemuonorun XPC, momydeHHbIE B XOJ€ BTOPOTO U TPETHETO

JTalla UCCIIEIOBAHMS NIPEACTABIICHBI HA PUCYHKE 16.
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64,00%
54,30%

XPC OTEK/06CTPYKLMA CpneaHero HOCOBOro Xoaa

N [laHHble KAnHMYecKkoro ocmTopa (1 atan) [aHHble aHKeTMpoBaHus (2 aTan)

Pucynok 16 — Pacnpocrpanennocts XPC 1 ero kiMHu4ecKue mposiBiieHus y neteit ¢ MB 1o
JTAHHBIM IIEPBOT'0 ¥ BTOPOTO ATama UCCIIEIOBAHUS
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Kak BUOHO W3 NpEenCTaBICHHOM JuarpamMMbl, MO pPe3yibTaTaM KIMHHUYECKOTO
ocmortpa nererd XPC BoisBiieH y 81,63 % manmentoB ¢ MB. [1o qaHHBIM aHKETUPOBAHUH,
4yacToTa JaHHOM MaToJIOruu Oblja HIbKe U cocTaBuia 64 %.

Taxxe nposiBnenus JIOP-matonoruu B BHAE OT€Ka WM Ha3albHOW OOCTPYKIIMU
BbIsBIICHBI y 84,70 % nerei o peynbraTam nepBoro stamna u Toybko B 54,30 % ciydaes
0 pe3ynbTaTaM aHKETUpOBaHUs poauteneid. [locnegHee CBHUIETENBCTBYET O
HEJIOCTATOYHOW HAaCTOPOKEHHOCTH POJUTENECH B OTHOLICHUH 3HAUMMOCTH BiausiHusi XPC
Ha Ka4eCcTBO XU3HM pedéHka ¢ MB.

Pacnpoctpanennocte  XPCcHII mo pesynbratam ocMoOTpa, aHKETUPOBAHUS H

nanHbIM Peructpa 6onpHbIX MB 2018 1. npuBeeHa Ha pucyHke 17.
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40,00%
30,00%

50,20 %
20,00%

34,00%

10,00% 27,03%

0,00%
JlaHHbIe ocMOTpa JlaHHbIE aHKETUPOBAHUS Janusie Peructpa 2018r.

B PacripoctpanénHocts XPCcHIT

Pucynok 17 — Pacnpoctpanennocts XPCcHII o qanHbIM 0cMOTpa, aHKETHPOBAHUS U JAHHBIM
Peructpa 601pHB1x MB 2018 T.

AHaJIN3 NOJyYEHHBIX pe3yapTaToB nokasan, 4To XPCcHII BeisiBIEH mpakTHYECKH Yy
nonoBubbl 124 (50,20%) neteit, ocMoTpeHHBIX B LieHTpe MB. JlaHHbIe, MOTyYeHHBIC B
XOJIe HaIlleTo ucclieloBaHus, BBoe npeBbimaroT cBeaeHus o XPCcHII, umerommuecs B
Peructpe 60npHbIXx MB B P® 2018r., 599 (27,03 %) nereit. Ha stane ankeTrpoBaHus 0

HaJIMIUKU XPOHUYCCKOIO PHHOCUHYCHUTA C HA3aJIbHBIM IIOJHUIIO30M COO6HII/IJII/I 84
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(34,00 %) pecionaeHToB, uTo Ha 7% O0sIbIIE, YeM yKa3aHo B Peructpe 0onbHbIX MB PD
2018 roga, oHAKO OCTAETCS HUKE PEaTIbHBIX IMOKA3aTEIICH.

AHanu3upys JlaHHbIE, MOJYYEHHBIE B XOJI¢ MEPBOT0, BTOPOTO U TPETHETO 3TAIOB
HCCIIeIOBaHUsI YCTaHOBJIEHO, 4TOo B Perucrpe 6ombHbIx MB P® 2018r. oTCyTCTBYIOT
ceenennsi o XPC. Yacrora BeisiBieHuss XPC BhepBbie OmNpejelieHa B HalleM
uccienoBanun u cocraBwia 64,0 % no pgaHHbIM aHkeTHpoBaHud W 81,6 % 1o
pe3yabpTaTaM KIMHUYECKOTO OCMOTpa.

Hannbie B otHOomeHun XPCcHII B peructpe 6onpHbIx MB PO 2018r. cocTaBisitoT
599 (27,03%) uenoBek, OJJHAKO OHHM 3HAYUTEILHO HIKE PEATbHBIX IIU(P, TOJTYICHHBIX B
pe3yJIbTaTe HAIIETO UCCIEIOBAHMS: 110 pe3yiabTaTaM aHkeTupoBanus Hanuuue XPCcHII
3apeructpupoBaHo y 84 (34 %) nereii, mpu MPOBEICHUN OTOPHUHOJIAPHHTOJIOTHICCKOTO
OCMOTpPa C BBIIIOJHEHUEM HHAOCKONUYECKOTO HCCIEIOBAHMS IIOJIOCTH HOcCa U
Hocorsotku XPCcHIT Beisien y 123 (50,20 %) manueHToB.

Pe3ynbTaThl HAIIEro MCCIEIOBAHUSI CBUACTEIBCTBYIOT O TOM, UYTO XPOHHYECKUM
PUHOCHHYCHUT, B TOM YHCII€ C Ha3aJbHBIM IOJUIIO30M, J0 HACTOSIIET0O MOMEHTA
HEJIOCTATOYHO JIUATHOCTUPYETCS y JAETEeH ¢ MyKOBHUCIHIO30M B PaHHEM BO3pacTe, 4To
CBS3aHO C HEJOOIEHKOM BpayaMu JaHHOW TATOJIOTUM, Kak (QakTopa HETaTUBHO

BIIMSIFOIIETO HA TSYKECTh TEUCHUS MTOJMOPTaHHOM MAaTOJIOTHH Y Jieteit ¢ MB.
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IJIABA 4. BJIUSTHUE XPOHUYECKOTO PUHOCUHYCHUTA
C HA3AJBHBIM IMOJUAIIO30M HA TAKECTD
TEYEHUSI MYKOBUCLIUAO3A Y IETEM

st onenku BousiHusg XPCcHIT Ha TskecTh TeUeHHs NOJIMOPTraHHOM MMATOJIOTUU Y
nereit ¢ MB npoBouiics aHanu3 JaHHBIX, TOJTYYEHHBIX Ha IEPBOM 3TaIle UCCIEI0BAHNUA,
B KoTopoe Bouwu 2216 nereit B Bo3pacte ot 0 10 18 siet, HaOIr01a0IUXCs C TMarHO30M
MB u BKIItOU€HHBIX B Peructp 00sbHBIX MyKOBHCLIH1030M B Poccuiickoit deneparuu 3a
2018 r.

Bce netu Oblu pazzeneHsl Ha JB€ TPYMIIbL:

| rpynina cocraBuna 599 yenosek. B Hee BOLLIN 1€TH C YCTaHOBJICHHBIM JUArHO30M
«XPOHMYECKUI PUHOCUHYCHUT C Ha3aJIbHBIM ITOJIUIIO30M).

Il rpynma coctaBuna 1617 aereit 0e3 XpOHMYECKOTO PUHOCUHYCHUTA C Ha3aJIbHBIM
MOJIUTIO30M.

BBIIO MPOBENEHO CpaBHEHHME MAIMEHTOB M3 JBYX I'PYII HA OCHOBAHUM OLICHKH
CIIEYIOIMX IIOKa3aTelied: TEeHETUYECKUE XapaKTEPUCTUKU (pacrnpOCTPAaHEHHOCTh
«MATKUX» U «TSHKEIBIX» TeHOTHIOB U romosurot no F508del); mukpobuonornyeckwmii
craryc (MHTEPMHUTTHPYIOIIEE WM IMEePCUCUTHpYIOIee BbiAcneHue P. aeruginosa, S.
aureus (B8 Tom umcne MRSA), B. cepacia, H. influenzae, neryGepkyne3nas
mukoOaktepus, S. maltophilia, A. xylosoxidans wuHedepMmeHTHpYIOIIas TIpaM-
oTpuuLaTelabHas (uopa); pacupoOCTPaHEHHOCTh OCJIOKHEHUH (MEKOHHMAJIbHBIN HIIEYC,
aJIePrUYECKUI OpOHXO0-JIETOYHbIH acmepruiuies, CUHIPOM JACTAIbHOU
UHTECTUHAJIbHOW OOCTPYKIMH, caxapHbli Jua0eT C €XEJHEBHbIM IMPUMEHEHHUEM
MHCYJIMHA, TOPAKEHUE MeYeHU (B TOM YHKCIIE [IUPPO3), OCTEONOPO3, & TAKXKE BIUSHUE HA
nokazarenu Oponxosierounoro mnopaxeHus (O®B1, ®XKEJI) u HyTpuTuBHBIN cTaTycC
(uHIeKc Macchl Tena). B MccieqoBaHuu TakkKe BBIMOJHEHO CpPaBHEHUE MCIOJIb3YEeMOMN
KOHCEpPBAaTUBHOW  Tepamnuu (cucremHble ~ aHTUOAKTepUaJbHBIE  TpEMapartsl,
UHTAJSIIUOHHAs Tepanusi), NTOTPEOHOCTH B TOCHUTAIU3ALMUN U CPEIHSS UTUTEIBbHOCTD
npeObIBaHMsI B  CTAllMOHApe€ B KAauyeCTBE KOCBEHHOTO IIOKa3aTelid TKECTU

OpOHXOJIETOYHOTO TIOPAKEHHUSI.
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bbuto pemieHO He BKIIIOYATh B aHAJIW3 B3aMMHOW KOPPEJSIIMHM TaKUe JaHHBIC,
KOTOpBIC HE XapaKTEepHU3YIOT KIMHUYECKOE TEUCHHE CaMOTo 3a00JeBaHMs, KaK BO3pacT
MOCTAHOBKHM JMArHO3a, OpraHU3alMOHHBIE OCOOCHHOCTH MOJICKYJISIPHO-TCHETUYECKON
JTUArHOCTHKH | P IPYTHX apaMeTpoB.

B pesynprare amamuza Peructpa 2018 1. BBISBIEHO, 4YTO CpEeAHSA
pacnpoctpaneHHocTh XPCcHII cpenu nereit ¢ MB, coctaBuna 27,03 %.

[To TeHIEepHOMY COCTaBY pa3IMYMi MEXIY TpylnaMu He ObuIo 3a(UKCHPOBAHO:
cpenu Bcex AeTeit ¢ MB, Bomeamux B 3TOT 3Tan uccieaoBanus 0buto 50,6 % MaapunkoB
u 49,3 % neBouek, cpeau aeteit ¢ XPCcHII 6110 49,6 % manpunkoB u 50,4 % neBouek,
a 6e3 XPCcHII 6su10 50,5 % mansunkoB u 49,5 % nesouek (p = 0,999).

3HaunTeNbHAS YacTh OICHWBACMBIX MapaMETPOB, OMMCHIBAEMBIX HIDKE, 00JIamann

JIOCTOBEPHOI Koppemsinuei ¢ pazsutueM XPCcHIL.

4.1 CpaBHeHue PeE3yJabTaTOB HEOHATAJIBHOI'0 CKPHUHMHT A
H JAHHBIX T€eHCTHYECCKOI'0 OﬁCJICIlOBaHI/IH MNAaqUuEeHTOB ¢ MYKOBUCIIMAO030M B
3aBUCUMOCTH OT HAJINYIHUSA HWIN OTCYTCTBUHA Y HUX XPOHHUIECCKOIO PUHOCHHYCHUTA

¢ HA3aJIbHBIM MOJIUIIO30M

AHanu3 MoJIy4YeHHBIX JaHHBIX NTOKA3aJl 3HAUMMOCTh HEOHATAJIBHOTO CKPUHUHTA JJ1s1
JIETEH C MYKOBHUCIMJI030M. HeoHaTaibHBIM CKPpUHUHT B OTHOIeHMM MB BBengeH B
Poccutickoint @enepanyu B 2007 . 1 HO3BOJISIET BBISIBUTH MATOJIOTHIO HA PAHHEH CTauH,
HayaTh CBOECBPEMEHHOE JICUCHHE W MOHUTOPHUHI COCTOsSIHUS peOeHka. OJHAKO B CHITY
PA3JIMYHBIX TEXHUYECKUX M OPTraHU3aIMOHHBIX HIOAHCOB BBITIOJHSAETCS HE BCEM JCTSIM.
[Ipu wu3ydyenun Peructpa BBIABIECHO, 4YTO 4YacTOTa MPOBEACHUS HEOHATAIBHOTO
CKpUHMHTA JETSAM, Y KOTOpbIX BriocaeAacTBun pa3puiics XPCcHII mensiie, yem y nerei
0e3 "ero (64,19 % u 73,10 % cootBercTBeHHO, P = 0,000). Ha ocHOBaHWU 3THX JaHHBIX
MOKHO CJI€JaTh 3aKJIIOYEHHE, 4yTo Oojiee Tspkeaoe TedeHwe maronormu OHIT m, xak
CJIEACTBHUE, PA3BUTHE MOJIMUIIO3a IMPOUCXOIUT y JETEH, HE MPOLICANINX HEOHATAIbHbBIN
ckpuHUHT. Jluarno3 MB sTuMm netsm ObUT ycTaHOBJIEH B 0OoJiee MO3AHEM BO3pacrte, B

CBSI3M C ueM, 00cIie/IoBaHUE U JISUEHUs OBIJIO HAYaTO B OOJIee cTapiieM BO3pacTe.
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Bceewm nersam B Poccurickoit @enepaninu ociie yCTAaHOBKHU JUArHO03a MyYKOBUCHIHUI03
MIPOBOJAMUTCSI TEHETHYECKOe oOcieoBaHue I ompezaencHus BapuanTtoB reHa CFTR.
JlanHbie U3 TaOMUIEI 3 TTOKA3BIBAIOT AJUICTBHYIO YacTOTy 15 caMbIX pacmpocTpaHEHHBIX
renerndeckux BapuantoB y nereid ¢ XPCcHII npu MB, no nannsiM Peructpa 00nbHBIX

MB 2018 r.

Ta6auma 3 — AsensHas yacTtoTra 15 caMbIX 4acThIX TEHETHYECKMX BapHAHTOB Y
netert ¢ XPCcHIT npu MB, o manubeim Perucrpa 6osnpHp1x MB 2018 T.

YacToTa BhISIBJIEHHUs MPU3HAKA

Myrauus N, nerei %
F508del 657 56,9+
CFTRdele2,3 74 6,4
W1282X 32 2,8
E92K 30 2,6
2143delT 26 2,3
1677delTA 22 19
2184insA 21 1,8
N1303K 15 13
3849+10kbC->T 14 1,2
L138ins 14 12
G542X 13 11
394delTT 12 1,0
3821delT 7 0,6
W1310X 7 0,6
L1335P 6 0,5
He ycranoBnena 88 7,6

Kax BHIHO U3 npencraBiaeHHON Tabmuibl, reHeTnyeckuii Bapuant F508del rena
CFTR sgBmgercs caMblM pAaCOPOCTPAHEHHBIM CpPeAM JETEd C XPOHUYECKUM
PUHOCHHYCUTOM U Tionuro3oM Hoca. OH cocrtaBimser 56,9 % ot oOmiero umcia
OOHapy EHHBIX MyTallUui y 3TUX AeTel 1 mpakTuuecku B 10 pa3 yaiie mpeBOCXOIUT J1axKe
BTOPOM MO paclpOCTPAHEHHOCTH BapUaHT.

HaubGonee pacnpocrpanennas wmyrtamus F508del, koTopas oOTHOCUTCS KO
Il («TsixenoMy») Kiaccy, B TOMO3UTOTHOM COCTOSIHUM BcTpedanach y 34 % nereit ¢
XPCcHII, npotus 30,4 % nereii 6e3 Hero. B reTepo3nroTHOM COCTOSSHMHM MYTaIlvs
F508del BeisiBniena y 45,9% neteit ¢ XPCcHIT u y 45,6% neteit 6e3 Hero, 4To oTpakaet
OTCYTCTBUE cTaTHCTHYecku 3Haunmoro pasznuuus (P = 0,104). Yacrora BBIABICHHUS

myTaruu F508del mpencraBnena B Tabnuie 4.
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Ta6smua 4 — Yacrora Beisiinenus mytanuu F508del y nereii ¢ XPCcHIT mpu MB,
1o gaHHbeIM Peructpa 6osbHbIx MB 2018 T.

YacToTa BbISIBJICHHS PU3HAKA
Heru ¢ XPCcHII ¢ Jern 6e3 XPCcHII ¢
U3BECTHBIM U3BECTHBIM
IMoka3zaTean T€HETHYECKUM TreHETHYECKUM p value
JHArHO30M JUArHO30M
(n=577) (n =1524)
N % N %

Myrarust F508del B 196 34 464 304
TOMO3MIOTHOM COCTOSIHUHI 0.104
Myrarnust F508del B 265 45.9 695 45,6 ’
reTEePO3UTOTHOM COCTOSTHUH

IIpuMeuanue: NPUMEHSIICS METOJ pacueTa KpUTepus Koppensauuu kpurepuid [lupcona 2

VY nereii ¢ MyKOBUCIUA030M HE OBLJIO BBISIBIIEHO CYLIECTBEHHBIX Pa3In4Hil MEXKIY
pacIpOCTPAaHEHHOCTBIO «MSATKUX» U «TSKEJIBIX» T€HOTHUIIOB B II€JIOM B CPaBHUBAEMBIX
rpynmnax, 0JHaKoO «TsDKEJbI reHOoTHI vyailie onpeaeneH y aeteit ¢ XPCcHIT: «Tskenbiiny
reHotun BbisiBIieH y 72,4 % nereir ¢ XPCcHII un y 62,9 % nereti 6e3 XPCcHII, a
«vsrkuin» y 13,5 % nmereit ¢ XPCcHIT u y 14,9 % nereit 6e3 XPCcHII (p = 0,097), uto

CBHUICTEILCTBYET 00 OTCYTCTBUH JIOCTOBEPHOCTH pa3sndmii (Tadymma 5).

Tabauma 5 — YacToTa BBISABICHUS «TSHKEIIOT0» M «MSTKOT0» TeHOTHIIA Y JACTEH ¢
XPCcHII mpu MB, no nanaeiM Peructpa 6oapHb1x MB 2018 T.

YacToTa BbIsIBJIEHHUS PU3HAKA
Hetu ¢ XPCcHII ¢ Hetu 6e3 XPCcHII ¢
H3BECTHBIM HU3BECTHBIM
IMoka3areanb FeHETHYECKUM FeHETHYECKUM p value
IHarH030M JINarHO30M
(n=577) (n=1524)
N % N %
«TspKeapliny reHoTHI 418 72,4 959 62,9 0.097
«MSITKHI» TEHOTHII 78 13,5 227 14,9 ’

IIpumeyanue: NpUMEHICS METO, pacueTa KpUTepus Koppensaunuu kpurepuid ITupcona 2

[Ipu cpaBHeHMM reHoTMna Bcex aered ¢ MB 3aKOHOMEpPHO camMbIM YacThIM
renetruueckuM BapuantoMm reHa CFTR sBisuics F508del kak y meteit ¢ XPCcHII, tak u
0e3 Hero. B psijie nmpoBeIeHHBIX paHee UCCIIeIOBaHUN Ha MaJIbIX BBIOOPKAX OTMEUYaioCh

MIPEBAIMPOBAHUE «TSDKEJIOT0» TE€HOTHUIA Y ieTed ¢ MB 1 Ha3ajabHBIM MOJIMIIO30M, YTO
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NOJTBEPANUIN JlaHHBbIE, IOJY4YEHHblE HaMH B XOJie¢ HccleAoBaHusA. B pesynbrare
IOJ[yYEHHBIX JAHHBIX MOXHO CJENaTh BBIBOJ O TOM, 4TO Bce aetu ¢ MB umeror
oauHaKoBO BbICOKMH puck pa3Butusi XPCcHII. PerynspHoe HaOmonenue paerei
cenuanucTamu o MB u BpauaMu-OTOPHUHOJIAPUHIOJIOTAMU [TOMOYXKET MPEAOTBPaTUTh

pa3BUTHE OCIOKHEHUM U COXPAHUTh Ka4€CTBO KU3HU ferer ¢ MB.

4.2 Oco0eHHOCTH MUKPOOHOJIOTHYECKOr0 CTaTyca NAIMEHTOB
NPH HAJMYUU WA OTCYTCTBHH XPOHUYECKOT0 PUHOCHHYCHTA

C HA3AJIbHbIM IOJHUIIO30M NP MYKOBHCIIH/I03€

bb11 ipoBeieH aHaIu3 MUKPOQIIOPBL, MOJy4YeHHOH npu nocese otaensiemoro HJITI
y BCeX JieTel, BKIIIOUeHHBIX B Peructp 6ospHbIx MB 2018 1., cpeaun koTopsix 599 nereit
¢ ycraHoBlieHHbIM auarHo3oM XPCcHII u 1617 6e3 Hero. 13 npoBeaeHHOTO aHaM3a
OBbUTM TIOJIy4EHBI JaHHbIE O JOCTOBEpHOM paznuuuu Mukpodiopel HJIII craryca
naimeHToB ¢ XPCcHIT u 6e3 Hero. CpaBHEHHE 4acTOTHI OIPEACNICHUS MaTOTCHHON
MuKkpogopsl y nereil ¢ MB B 3aBucuMocTu oT Hamumuus win oTcyTeTBusi XPCcHII
HarJIsAHO MPEJICTaBICHO B fuarpamme 18.

80,00%

70,00%
479
60,00% 68,47%

50,00% 56,78%

40,00%

30,00% 34,18%
0,

20,00% 22.89%

10,00% 15,97%

2,97%

Pseudomonas Pseudomonas Staphylococcus aureus MRSA
aeruginosa, XpoHu4eckoe aeruginosa,
nHdnumpoBaHue UHTEpPMUTTUPYIOLLEEe
TeyeHune

0,00%

W etn c XPCcHIM Oetn 6e3 XPCcHIN

Pucynok 18 — Yacrora BcTpeuaemoctu naroreHHoi mMukpoduopst y nereit ¢ XPCcHII u 6e3
Hero nipu MB o nanueiM Peructpa 6onpab1x MB 2018 T
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Y nmereit ¢ ycraHoBieHHbIM auarHo3oM XPCcHII wame Bcrpeuanoch
uHuimpoBanue S. aureus m coctaBwio 68,47 % xponuueckoe uHbpuUUpoBaHHE P.
aeruginosa — 34,18 %, wunTepMmuTTHpyMOmee wuHpUIMpoBanue P. aeruginosa —
20,14 %, y nereit ¢ XPCcHII. ITokazarenu undunupoanus MRSA coctaBuiu 5,28 %.
Yactora BeimeneHus B. cepacia complex onepenensitace Ha ypoBHe 4,38 %,
HeTyOepKye3Hoi mukobaktepun — 0,59 %, S. maltophilia — 4,75 %, A. xylosoxidans
— 5,91 % u HedepMeHTHPYIOIICH TpaMM-oTpULiaTebHOM hopsl — 17,57 % y nereit ¢

XPCcHII mpu MB (ta6numa 6).

Ta6auna 6 — Xapaxrepuctuka nmaroreHHo Mukpodopsl y aereit ¢ XPCcHII nmpu
MB, 1o nansabiM Peructpa 6onbpabIx MB 2018 T

YacrToTa BbIsIBJIEHHUS BO30yIUTEIA Y
IIaToreHHbIi MUKPOOPraHU3M nanuenToB ¢ XPCcHII
(n=599)
abc. %

Pseudomonas aeruginosa, XpoHHYECKOE
MHOUIMPOBAHUE 203 34,18
Pseudomonas aeruginosa, HHTEpMUTTHPYIOIIIEE
TedeHIe 116 20,14
Staphylococcus aureus 406 68,47
MRSA 31 5,28
Burkhoderia cepacia complex 2 4,38
Hery6epkyne3nas MukoOakTepus 3 0,59
Sternotrophomonas maltophilia 28 4,75
Achromobacter xylosoxidans 35 5,01
Hedepmentupytomias rpaMmm-oTpunatenabHas ¢iaopa 104 17,57

VY nereit 6e3 XPCcHII xponnveckoe mHbuimpoBanue P. aeruginosa cocraBuiio
22,89 %, wmnTepMmutTHpytouiee wHpuUuMpoBanue P. aeruginosa cocraBuio 15,97 %,
undunuposanue Staphylococcus aureus 56,78 % u MRSA, mokasarenn KOTOPOTO
cocraBuin 2,97 % Yacrora BeiencHus B. cepacia onepenensiack Ha ypoBHE 4,38 %,
HeTyOepkyesnoi mukooakrepun — 0,59 %, S. maltophilia - 4,75 % A. xylosoxidans —
5,91 % u HedepMeHTUPYIONICH TpaMM-OTpHUIaTebHON Giopel — 17,57 % y nmereit ¢

XPCcHIT npu MB (Tabnwuma 7).
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Tabaunma 7 — XapaxkTepucTuka matoreHHoi Mukpodopsr y aereit 6e3 XPCcHIT
npu MB, no nanapiM Peructpa 6oapHb1Xx MB 2018 T.

Yacrora BbIsIBJIeHUS BO30YaUTEJIs
IIaToreHHbI MUKPOOPTraHHU3M y nanuenToB 0e3 XPCcHII
(n=1617)
aoc. %
Pseudomonas aeruginosa, XpoHHYeCKOe HHPHUIIUPOBAHUE 364 22,89
Pseudomonas aeruginosa, HHTEPMUTTHPYIOIICE TCUCHUE 250 15,97
Staphylococcus aureus 905 56,78
MRSA 47 2,97
Burkhoderia cepacia complex 60 3,76
Hery06epkyne3nas MukoOakTepus 5 0,37
Sternotrophomonas maltophilia 59 3,71
Achromobacter xylosoxidans 65 4,09
Hedepmentupyromas rpaMmm-oTpuniatenbHas Ghaopa 270 17,09

Ha ocHOBaHMM NOITYYEHHBIX JaHHBIX BBISBICHO, YTO JOCTOBEPHO HallE Yy ACTEH C
XPCcHII, uem y gereit 6e3 Hero ompenessuioch XpoHuyeckoe uHpuimpoBanue P.
aeruginosa (p = 0,000), UHTCPMUTTUPYIOIICE UHOUITIPOBAHUEC

P. aeruginosa (p = 0,023), S. aureus (p = 0,000), MRSA (p = 0,010).

[Ipu sTom uactora BbIencHUs B. cepacia, HeTyOepKyJIe3HOW MHUKOOAKTEpPHH,
S. maltophilia, A. xylosoxidans u HeepmeHTHpYIOIIEH TPAaMM-OTPUIIATEBHON (DIOPHI Y
nereii ¢ XPCcHII Taxke BO Bcex ciaydasx OKaszanach BBIIIE, YeM Yy TAIUCHTOB 0Oe€3
HA3aJILHOTO TTOJIMII03a, OJTHAKO Pa3Inuus He ObLIN J0ocTOBEepHO 3HaunMbIMU (p = 0,507,
p=0,509, p =0,267, p = 0,071 u p = 0,792 COOTBETCTBEHHO).

Takum oOpa3oM, Ha OCHOBAaHUM M3YUYEHHBIX JIAaHHBIX MOKHO CIENaTh BBIBOJ, YTO Y
nanueHToB ¢ XPCcHII yame peructpupoBanack MH(GULIHUPOBAHWE HUKHHUX OTAEIOB
JIbIXaTeNIbHBIX MyTeH BCEMM BUIAMH MATOTEHHOW MH(EKLUHU, a JOCTOBEPHbIE 3HAYCHUS
OTMEYEHBI JUIi CHHETHOWHOW MH(EKIINU (XPOHUUECKOES U HHTCPMUTHPYIOIIEE TCUCHHE),
CTaQUIOKOKKOBON MH(EKIUH, BKIIOYAsi U PE3UCTEHTHHIEC IITAMMBI.

OTU  pe3ynbTaThl OKa3aJuCh BAXXKHBIMU JUIsI TMOHUMaHHUs  OCOOEHHOCTEH
MuKkpoouosoruyeckoro npoduis y aereit ¢ XPCcHII u B3auMocBsi3u MeX1y HAIMYUEM
XPOHUYECKOIO PHHOCHHYCUTAa C Ha3aJIbHBIM IIOJIMIIO30M M TSKECTBIO TEUYEHUS

3a00JIEBAHHS CO CTOPOHBbI HWI)KHHUX ObIXaTCJIbHBIX HYTGIZ. CBOCBpeMeHHOC Ha4daJio
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narorenetuyeckoi repanuu XPC npu MB, ocHOBaHHOW Ha ONpeIeICHUN U JIUMUHALIUN
MaTOr€HOB BEPXHUX OTAEJIOB JbIXATENbHBIX MYTEW, BpadoM-crenuaiuctom no MB
COBMECTHO C BpauOM-OTOPHUHOJIAPUHTOJIOTOM MO3BOJUT JOOUTHCS YMEHBIIECHUS YACTOTHI

U TSDKECTH OPOHXOJIETOYHBIX OCJIOKHEHHH Yy feTeit ¢ MB.

4.3 KOppeJ'lﬂ]_lI/Iﬂ YaCTOTHI PasBUTUA O0CJIOKHEHUH M HAJINYNSA

XPOHHUIECCKOIO pUHOCHMHYCHUTA C HA3AJBbHBIM IMOJHUIIO30M IIPH MYKOBHUCIIH/T03€

[Ipu ananm3e 4acTOTHI pa3BUTHS OCIOXHEHUN MB €O CTOpOHBI APYrUX OpPraHoB U
cucteM ObLIO MOKa3aHo, yTo B rpymnmne nauueHToB ¢ XPCcHII noctoBepHo yate, yem y
nereit 6e3 XPCcHII BcTpeuanuch MyKOBHCIIHI03-aCCOLMMPOBAHHBINA caXapHbIi AuadeT
C MOTPEOHOCTHIO B €XKEAHEBHOM NpuMeHeHuH uHcyiuHa 3,19 % y nereit ¢ XPC u 0,8 %
oe3 mero (p = 0,000).

Taxxe nocroBepHo yamie y nereit ¢ XPCcHII Obutn narHocTUpOBaHbI MOPAKEHUS
neuenn — 28,64 % nporus 16,05 % (p = 0,000), B Tom uucie ¢ GpopMupoBaHUEM
Uppo3a ¢ MOPTAIBHON THMEPTEH3WEH M THUIEPCIUIEHH3MOM, BhIABICHHOM y 9,05 %
nereii ¢ XPCcHII, npotus 5,39 % (p = 0,002) y nereit 6e3 Hero.

Octeomnopo3 ObL1 BeIsiBIIEH Y 5,32 % nereii ¢ XPCcHIT u 2,21 % (p = 0,001) 6e3
TaKoBOTO. J[aHHBIE 0 BOSBHUKHOBEHUH YaCTOThI OCI0KHEHUN MB y nereii B 3aBUCHMOCTH

ot Hamuuusi XPCcHII orpaxenst B Tabmuie 8.

Ta6auma 8 — YactoTa pa3BUTHS OCIOKHEHHA B 3aBUCHMOCTH OT HAJIHYUS
XPCcHII y pereii npu MB, o nanasiM Peructpa 6onbHbix MB 2018 T.
YacroTa pa3BUTHA OCJIOKHEHHH
Hetu ¢ XPCcHII Hetu 6e3
Ocuoxxnenust MB (n =599) XPCcHIT p value
(n=1617)
a0c. % aoc. %
. [TopaxxeHue meueHn 171 28,64 259 16,05 0,000
% % [{uppo3 rmeveHu ¢ mopTaabHON 54 9,05 87 5,39 0,002
g ?:3 TUIEePTEH3HEH U THIePCIIEHH3MOM
I:‘o TpaHcrutaHTanus NeYeHn 1 0,17 4 0,25 0,723
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[Tponomkenne TabauIBI 8

3 MeKOHHEBBIN HIICYC 63 10,54 170 | 10,58 0,976
§ ; CHUHIPOM JUCTATIBHON 19 3,20 32 2,00 0,097
% 54| MHTECTHHATbHOM 00CTpyKIIUH
=
[TueBMOTOpAKC, 2 0,34 4 0,25 0,725
E 9 OTPeOOBABIINI APEHUPOBAHUS
Q% g| Jlerounoe xpoBoTeyeHHE 8 1,01 6 0,50 0,180
3 qg (6onee 25 M)
= | ABJIA 12 2,01 24 | 1,49 0,392
TpaHcIuIaHTaMs JISTKUX 1 0,17 1 0,06 0,465
OcTteomnopo3 23 5,32 25 2,21 0,001
CaxapHblil 11a0eT ¢ eKeTHEBHBIM 19 3,19 13 0,8 0,000
MPUMEHEHUEM UHCYJIMHA

IIpumeyanue: MPUMEHSJIICS METOJI pacyeTa KpuTepus Koppeisiiuu r-Crnupmena

[Ipy cpaBHEHMH YACTOTHI JPYrUX OCIOXHEHHMM MB, a MMEHHO MEKOHHUEBOIO
uneyca, ABJIA, cuHapOoMa IUCTAJIbHOW HWHTECTHHAIBHOM OOCTPYKIIUM, Pa3BUTHS
MMHEBMOTOpAKCa, KOTOPBINA MOTPeOOBa IPEHUPOBAHUS TIJIEBPATIBLHOM MOJIOCTH, PA3BUTHUS
BBIPAKEHHOT'O JIETOYHOTO KPOBOTEUECHHS (C 00BEMOM KpOBOMOTEpH Oojiee 25 mir), a
TaKKe TPAHCIUIAHTAIIMU MIEYCHU U JIETKUX JJOCTOBEPHBIX pa3nyuil 0OHapyKEHO HE OBLIO
KaK B rpynnax jereid ¢ MB u HanumureM Ha3alnbHOTO MOJIUI03a, TaK U 0€3 HETo.

[TonydeHHbIe TaHHBIC O 0OJIEe YaCTOM PA3BUTHH OCJIOKHECHHM, CBUJICTEIILCTBYIOT
00 ycunenuu tsokectu TeueHuss MB y nereit ¢ XPCcHII u nmoarBepkaatoT HEraTUBHOE
BimsiHne XPCcHII na Teuenme 3a0oneBaHus.

Ha ocHOBaHMM JaHHBIX, TOJTYUYEHHBIX B TOM YaCTHU UCCIIEAOBAaHUS, MOKHO CJI€JIATh
3aKiroueHue o ToMm, yto Hanuuue y aereid XPCcHII noctoBepHo koppenupyet ¢ 6oee
TSOKENIBIM TedeHueM MB u  jgocToBepHO 0oJjiee 4YacThIM Pa3BUTHEM  CIIEIYIOIIMX
OCJIOKHEHUM: MyKOBHCITU03-aCCOLIMUPOBAHHBIN caXapHbIi TUadeT ¢ HEOOXOAUMOCTHIO
B ©KETHEBHOM NMPUMEHECHUH HHCYJNHA, (POpMUPOBaHHE TOPAKEHUS IIEUCHU C Pa3BUTHEM
HUppO3a C NOPTATBLHOW THNEPTEH3UEN U TUIIEPCITIEHU3MOM, OCTEOIIOPO3.

Pannee BhIsiBIEHHE U MPO(HIIAKTHKA PUHOJOTUUECKON MATOJOTHH CIIOCOOCTBYET
yIydlleHuto TeueHuss MB, Kak co CTOpPOHBI BEPXHHMX, TaK M HUKHHX JbIXaTEJIbHBIX

nyTel, a Takke NPOPUIAKTUKE PA3BUTHSI CUCTEMHBIX OCJIOKHEHUH.
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4.4 XapakTepucTHKa M 00beM Tepanyuu B 3aBUCUMOCTH OT HAJTMYMS

XPOHHIECCKOIO pUHOCUHYCHUTA C HA3AJIBHBIM IMOJIHIIO30M IIPH MYKOBHUCITUI03€

[Ipu orieHKe 00bEMA KOHCEPBATUBHOM TEpaIuu 1Mo JaHHbIM Peructpa 6oi1pHb1X MB
2018r. BoisBieno, uto nauueHTsl ¢ XPCcHII npu MB TpeOyioT BKitoUeHHE OOJIBIIETo
00béMa KOHCEpPBATHBHOW TepamuH: CHUCTEMHOM aHTHOAKTEpUANIbHON Tepamnuu
Pa3IMYHBIX CIIOCOOOB MOJIaYU, MYKOJUTUYECKUX U KOPTUKOCTEPOUIHBIX TIPETapaToB.

[loka3aTenn 4YacTOThl NPUMEHEHHS BCEX BHUJIOB AHTHOAKTEPHAIBHOM Tepanuu

OTpakeHbI B TabmuIie 9.

Tabauua 9 — Buasl cuctemMHol anTubakTepraibHoM Tepanuu y aereit ¢ XPCcHIT
u 6e3 XPCcHII mpu MB, no nauubeim Peructpa 6ospab1x MB 2018r.

YacroTa Ha3HAYEeHHUs] BU0B TEepaluu B
rpymnmax uccjaeaIoBanns

Bua repanun Hetu ¢ XPCcHII Hetu 6e3 XPCcHII p value
(n =599) (n=1617)
aoc. % aoc. %
Bnytpusennas
aHTHOaKTepUaIbHas TEPAITUs 232 39,26 455 28,21 0,000

(Oonee 3-x Mecs1IEB)
[Tpuem MakpoIua0B BHYTPb

203 34,29 464 29,05 0,018
(6omee 3-x MecsIIEB.)
WHransuuoHHble aHTHOMOTUKU 332 55,89 618 38,36 0,000
(Oonee 3-x Mecs1IEB)
TaGnerupoBaHHbIe AaHTHOMOTUKU 318 53,81 812 50,43 0,160

(Oonee 3-x Mecs1IEB)
IIpumeyanue: NpUMEHSIICS METOJ pacueTa KpuTepus koppensuuu r-CrnupMmena

[lpm  aHanW3e  YacTOTHl  HA3HAYCHUS  PA3IMYHBIX  BUJAOB  CHUCTEMHOU
aHTHOAKTEePHAIIBHOM TEPAITi MOXHO OTMETHTh, YTO BHYTPHBEHHAs aHTHOAKTepHaIbHAs
Tepanusi (Oosiee Tpex MmecsieB) HazHadanach y 39,26 % nerert ¢ XPCcHII, npoTtus
28,21 % 6e3 Hero (p=0,000). JlnuTenbHBIA MEPOpPATbHBIA MPUEM MaKPOJIHIOB
MPOJIOIKUTEILHOCTBIO 00Jiee TpeX MecsIeB HUCojiab3oBayics B Tepanuu 34,29 % c
XPCcHIT u ¢ gactotoii 29,05 % 6e3 Hero (p=0,018). TabneTupoBaHHbIE AHTHOMOTHKH
JUTSL IEPOPAIBHOTO MpHeMa MPOI0JDKUTEIIBHOCTBIO 00Jiee 3-X MeCsIeB ObUIM Ha3HAYCHBI

53,81 % nereii ¢ XPCcITH u 50,43 % (p=0,160) 6e3 XPCcHII.
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Taxoke ObUIO BEIABICHO Oo0Jiee 4acToe IMPUMCHCHUE BCCX BHUIOB WHTAJISIMOHHOM

tepanuu y neteit ¢ XPCcHII npu MB (tabnuma 10).

Tabdaumma 10 — Buasl MHrajAsAMOHHONW Tepanuu y JeTeid B 3aBUCUMOCTH OT
Hanuuusg XPCcHII npu MB, no nanasiMm Peructpa 6oasab1x MB 2018 T.

YacToTa Ha3HAYEHHS BUIOB Tepanuu B
rpynmnax mccje10BaHus

Bua repanun Hetu ¢ XPCcHII Hetu 6e3 XPCcHII p value
(n =599) (n=1617)
aoc. % aoc. %
WHransnuy rurnepToHnYeCcKOro 486 81.96 1107 69,01 0,000
pactBopa (0oJiee TpeX MeCsIIEB)
Waransmun marauToa (6onee 15 2,54 19 1,19 0,023
TpEX MECSIIEB)
Wuransnuu nopHaza-anbda 595 99,5 1570 97,27 0,001
HHransiumoHHbIE
TIFOKOKOPTUKOCTEPOUIbI (OoJtee 97 16,22 167 10,35 0,000
TpPEX MECSILEB)
WuransuroHHble aHTHOMOTUKHI 332 55,89 618 38,36 0,000
(6osee Tpex MecsIIeB)

IIpumeuyanue: TpUMEHSJICS METOJ pacuera KpuTepus Koppemsuu r-Crnupmena

B xoxe anammM3a TOJIyYEHHBIX JaHHBIX BBISIBJIEHA OOJIbIIAs WHTAJISIIUOHHAS
Harpy3ka y namueHToB ¢ XPCcHII, yem 0e3 Hero. MHramsimuum runepToHUYECKOTO
COJIEBOTO PAcTBOpa Ha3HA4YaIMCh Ha Cpok Ooisiee Tpex mecsueB y 81,96 % nereit c
XPCcHITu 69,01 % 6¢3 Hero (p = 0,000). MHransuuoHHbie aHTHOMOTHKH Ha CPOK OoJiee
Tpex MecsieB HasHadanuch y 55,89 % nereii ¢ XPCcHIT u 38,36 6e3 Hero (p = 0,000).
WHransimym MyKOJIUTHYECKOTO TIpernapara JIopHa3a-ajib(ha HCTIOIb30BAIMCh B TEPAITUU
99,5% ¢ XPCcHIT u y 97,27 % nereii 06e3 nHero (p = 0,001). MaHHUTON B BUC
MHTIIAN ¢ 1enbto Koppekiuu Hapymenus MIIK Ha cpok Oonee Tpex MecsieB
HaszHavaics 2,54 % nereri ¢ XPCcHIT u B 1,19 % 6e3 TakoBoro. (p = 0,023). Bonee
JUIUTEIIbHOE TMPUMEHEHHE WHTAIALMOHHBIX TIIIOKOKOPTUKOCTEPOUAOB CPOKOM OoJiee
TpeX MecCsAIEB MCIob30Baoch y 16,22 % neteit ¢ XPCcHIT u 10,35 % 6e3 Hero (p =
0,000).

YacToTa npuMeHeHHs APYruX BUAOB KOHcepBaTUBHOM Tepanuu nerei ¢ XPCcHII

npu MB u 6e3 XPCcHII otpaxkena B Tabmmie 11.
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Tabdaumma 11 — Bunabl A0NOJHUTENBHOW KOHCEPBATUBHOM Tepanuu y ACTed B

3aucuMocT oT Hanmmuusg XPCcHII npu MB, no nansueim Peructpa 6osbHbIX MB PO
2018 r.

Yacrora Ha3HAYEeHUs BUJIOB Tepanuu
B Ipyniax HCcJIeJ0BaHus
Bux tepanun Jletn ¢ XPCcHII | Jletu 6e3s XPCcHIT | P value
(n =599) (n=1617)
aoc. % aoc. %
’KupopacTBoprMble BUTAMUHBI 570 96,45 1480 92,45 0,010
YpX0ae30KCuXoareBast KHCJIOTa 589 98,49 1501 93,00 0,000
TabyieTupoBaHHBIE CTEPOUIBI 16 2,68 48 2,97 0,718
[Tankpearnyeckue GepMEHTHI 570 95,48 1524 94,42 0,326
WNHrubutopbl NpOTOHHOW TTOMITHI 113 19,06 288 17,94 0,549
BpouxoaunstaTopsl (0osee Tpex MecsIeB) 261 4401 737 45,63 0,498
Kucnoponorepanus (6onee Tpex MecsIeB) 10 1,68 22 1,36 0,586
Kunesurepanus (6oee Tpex MecseB) 521 88,31 1382 86,70 0,320

IIpumeuyanue: IpUMEHSJICS METOJ pacuera KpuTepus Koppemsuu r-Crnupmena

[Ipu cpaBHEHWM YaCTOTHl HAa3HAYECHHS APYTHMX BUJOB KOHCEPBATUBHOW Tepamuu
JIOCTOBEpHO Oosiee uvacto B Tepanuu jAetedl ¢ HamumuuemM XPCcHII npu MB
UCITIOJIB30BAIMCH KHpOopacTBopuMble ButaMuubl (96,45 % y nereit ¢ XPCcHII npoTtus
92,45% 6e3 Hero, p = 0,010), a Takxke ypxozae3okcuxonueBas kuciota (98,49% y nereit
¢ XPCcHIT npotus 92,00 % y aereii 6e3 XPCcHII, p = 0,000).

HckntoueHneM  SBWJIOCh ~ NPUMEHEHHWE  TaOJETUPOBAHHBIX  CTEPOUIIOB,
MaHKpeaTHYECKNX (PEPMEHTOB, HHTHOUTOPOB MPOTOHHOMN MOMITBI, OPOHXOIUIISATATOPOB,
KHACJIOPOAOTEPAITUH, OHU HA3HAYAIHUCH IPUMEPHO C OJIMHAKOBOM YaCTOTOMU, TOCTOBEPHOCTh
cocraBuna p = 0,718, p = 0,326, p = 0,549, p = 0,498 p = 0,586 COOTBETCTBEHHO.
[ToTpeOHOCT, B YacTOTe Ha3HAYCHUS KUHE3MOTEpAlUu Tak)Ke JOCTOBEPHO HE
pasznuyaiiach Mexay rpynnamu u coctaBuna 88,31 % cpenu mamuenToB ¢ XPCcHII u
86,70 % y nmaruenToB 6e3 TakoBoro (p = 0,320).

CpaBHEHHME YaCTOTHI YaCTOThl TPEICTABIICHHBIX BBINIE OCHOBHBIX BHUJIOB
KOHCEPBAaTUBHOU Tepanuu y aAeter ¢ MB B 3aBUCMMOCTH OT HAJIMYUS WM OTCYTCTBUS Y
HUX XPCcHII, o JTAHHBIM Peructpa OO0JILHBIX MB

2018 r., HarsAHO TIPEICTABICHO HA pUCYHKE 19.
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Tepanus AHTHOMOTHKH AHTHOMOTHKH TMIIEPTOHUYECKOTO anbda TIIFOKOKOPTHKOCTEPOUJIbI
pactBopa

® Jlern ¢ XPCcHIT Jetn 6e3 XPCcHII

Pucynok 19 — Buael koHCepBaTUBHON Tepanuu y Aetel B 3aBucuMoctd oT Hanuuust XPCcHIT
npu MB no nanasiv Perucrpa 6onpHbix MB 2018 .

Kak BWIHO W3 TIPEACTABICHHOW aHMAarpamMMbl, TOTPEOHOCTh BO BCEX BHJIAX
KoHcepBatuBHOU Tepanuu y nereit ¢ XPCcHIT oka3zanach Belle, 4eM y AeTeit 6e3 TaHHON
MaTOJIOTUH.

[Ipo1oKUTENEHOCTh MPEObIBaHUS JIETEH B CTAllMOHApE, a TAKXKE JJIUTEIBHOCTD
MPOBEJICHUSI BHYTPUBEHHON aHTHUOAKTEPUATIBLHON TEpaluy U B 3aBUCUMOCTHU OT HAJIUYUS
XPCcHII npu MB no nanusim Peructpa 6onpHbix MB 2018r. ipeacTaBieHa B Ta0nuie

12.

Ta6auua 12 — IIpoaomKUTENBHOCTh CUCTEMHON aHTUOAKTEPUATBHOU TEPANUH U
npeObIBaHMs B cTaiMoHape aeterd B 3aBucuMoctr oT Hanuuuss XPCcHII mpu MB, mo
naHHbpIM Peructpa 6onmpHBIX MB 2018 1.

Ipoa0/KUTEILHOCTH TOCTUTATU3AUH
M AHTHOAKTEPHAIBbHOM B rpymmax
HCCJIeI0BAHMS
Hoxasaremr Jletn ¢ XPCcHIT | Jletn 6e3 XPCeHIT | P Value
n =599 (+ o) n=1617 (+ o)
oHEeNn oHEN

JUTMTETbHOCTh TOCTTUTAITU3AINN 23,79 (= 20,38) 20,02 (= 20,40) 0,000
HpOI[OJI)KI/ITCJ‘ILHOC’EB BHYTPHBEHHOM 21,55 (+ 32,25) 18,11 (+ 23,59) 0,003
AHTHOAKTEPUATTLHOM Teparuu BCero
HpOI[OJI)KI/ITCJ‘ILHOC’EB BHYTPHBEHHOM 18.46 ( 17,65) 16.36 (+ 18,63) 0,000
AHTHOAKTEPUATIPHOM Teparuu B CTAMOHAPE

IIpumeyanue: npumeHsicsa Meron pacyera U-kpurepuss MaHHa-YUTHI
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Kak nokazano B Tabiiviie, TOMHUMO YBEJIMUYEHHUS YACTOThI HA3HAUYEHUS OOJIBITMHCTBA
BHUJIOB KOHCcepBaTuBHOU Tepanu, y aetelt ¢ XPCcHII npu MB oTrMmeueHo yBenudyeHue
MPOJIOIKUTEILHOCTA HAa3HAYEHUSI CUCTEMHOW aHTHUOAKTEpUAbHOW TEpanuu, a TaKKe
JUTUTEIIbHOCTU NIPpeObIBaHUA JIETEH B CTAIMOHApE.

Buytpusennas ABT nereii c MB u XPCcHII 6p1n1a Oonee nnutenbHas U COCTaBUIIA
B cpemHem 21,55 nmeit, mnporuB 18,11 gmmeir y gmereir 06e3 XPCcHII
(»p = 0,003). IIpomomkutenpbHOCTh mapaHTepandbHOi ABT B ycmoBusX crammoHapa
coctaBuia B cpeaHem 18,46 nueir y nereit ¢ XPCcHII u 16,36 nueii 6e3 XPCcHII
(p = 0,000).

Bbonee Bricokas neuebHast Harpy3ka Ha aereit ¢ MB u XPCcHII B Buze yBenuyeHus
oOwel amurenbHocTy rocnutanu3anun: 31,46 + 13,01 nueit y nereit ¢ XPCcHII npotus
23,01 £ 13,02 gueit y naruentos 6e3 XPCcHIT (p = 0,000).

Ha ocHOBaHWU MOJIyYEHHBIX JAHHBIX MOXHO CJI€JaTh BBIBOJ O TOM, UTO Yy JAETEH C
MYKOBHUCIIUI030M U XPOHUYECKUM PUHOCUHYCUTOM C Ha3aJbHBIM IMOJIUIIO30M UMEETCA
OoJee BbICOKas JiedeOHas Harpy3Ka, BKIIFOUAOIIAst TPOI0JKUTEIbHBIE KypChl CHCTEMHOMN
aHTUOAKTEpHATBHOW Tepanuu, Kak BHYTPUBEHHOM, TaKk ¥ apeHTEpaIbHOMN, yBEINUCHUE
MPOJIOJDKUTEILHOCTH TTPEObIBaHUS B CTAIlMOHApE, YXYIIIIEHUE COMAaTUYECKOTro CTaTyca,

YTO MOJTBEPKIACT TSHKEJIOE TCUCHHUE 3a00JICBaHUS .

4.5 Ouenka nokasartejeil (PyHKUMU BHEIIHEr0 IbIXaHUS U AaHTPONIOMETPUYECKHUX
JAHHBIX y MAIMEHTOB ¢ XPOHNYECKHMM PHUHOCHHYCHTOM € HA3aJIbHBIM MOJIHUII030M

1 0e3 Hero Npu MyKOBHCIHI03¢
CpaBHEHHME TOJYUYEHHBIX IOKA3aTeled OLEHKH (PYHKIMU BHEUIHETO IbIXaHUS U

AHTPONOMETPUYECKUX JAHHBIX B 3aBUCUMOCTH OT Hanumuus uiu orcyrcTtBus XPCcHII

npu MB npencrasieno B Tabnuie 13.
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Tab6umna 13: IlokasaTenu (QyHKIUU BHEIIHETO ABIXAHUS U aHTPOMOMETPUUYECKUX
naHHbIX B 3aBucuMOocTH oT Hanuuust XPCcHII npu MB, nannsie Peructpa 6onpHpix MB
2018r.

BeanuuHbI MOKa3aTe/Iell B rpynmmax
CpaBHeHUsl
IHoka3zareanb Heru ¢ XPCcHII, Hern 6e3 XPCcHII p value
n =599 n=1617
(*0) (£0)
ODB 1% 87,89 (+ 21,92) 83,02 (+ 22,52) 0,059
DKEJ% 90,81 (+ 19,85) 85,77 (£ 20,07) 0,046
Macca (kr) 31,46 (£ 13,01) 23,01 (£ 13,02) 0,000
Macca (LIeHTHIIN) 44,14 (£ 29,44) 40,24 (+ 30,25) 0,685
Pocr (cm) 136,18 (= 21,90) 116,17 (+ 28,78) 0,000
Pocr (eHTHIN) 44,06 (+ 30,69) 40,15 (+ 31,06) 0,893
NUMT 16,18 (+ 2,32) 15,85 (+ 3,80) 0,004
MMT (uenTtunm) 35,45 (+ 28,44) 37,56 (+ 30,34) 0,284

IIpumeyanue: npumensicsa meron pacyera U-kputepuss ManHa-YUTHH

B xonme cpaBHUTENBHOTO aHanM3a JaHHBIX peructpa 6ompHbIx MB 2018 r. Opun
MOJTy4YeHBI clieayromue pe3ynbTaThl: mokaszarenmn ODPB 1% u ®XKEJI% Oblnu BhIIe Y
nereri ¢ MB u XPCcHII coctaBuiu, cooTBeTcTBEHHO, B cpeaHeM 87,89 % u 90,81 %
(p = 0,059) y nereit ¢ XPCcHIT u 83,02 % u 85,77 % (p = 0,046) 6e3 Hero. ITpu sToM
BBHJIy aHATOMHYECKUX Pa3JIMYUi, COOTBETCTBYIOIIHUX BO3PACTYy, CPABHEHHUE OOBEMHBIX
nokaszaresnei (B MJ1) IPeACTaBIsIIOCh HEIOCTOBEPHBIM.

[Ipu olileHKE aHTPOIIOMETPUUECKUX JIAHHBIX BBISIBJICHO, YTO TAKOBBIC MPE00Iaaat0T
y nereit ¢ XPCcHII u cocraBnsitor: cpennuid nmokazarenb macchl y nereit ¢ XPCcHII
31,46 kr, mpotuB 23,01 xr 6e3 Hero (p = 0,000); cpenHuii mokazaresib pocTa y JA€TeH ¢
XPCcHIT 136,18, npotuB 116,17 (p = 0,000) 6e3 TtakoBoro. Takxke OTMEYECHO
npeobnananne MMT, pocTta B HEHTUISAX U TOJBKO IEHTWUJIBbHBIA mokazatenbr UMT
okazascs Boime y nereit 6e3 XPCcHII.

BbIn mosTydeHsl TaHHBIE O TOM, YTO MOKa3aTeNu (DYHKIIMM BHEIIHETO IBIXaHHS Y
nanueHToB ¢ XPCcHII okazance nyure, uem y nereit 6e3 XPCcHII.

BeposaTHO, 3TO CBSI3aHO Te€M, YTO JIETH C YCTaHOBJIEHHBIM auarHo3oM XPCcHII
OKa3aJIMCh CTapIie AeTeil 6e3 Hero U uX cpeaHuii Bo3pact coctasuia 10,52 (= 3,93) roxa,
npotuB 7,50 (£ 4,74) net. KpoMe Toro, HEOOXOJMMO YYHUTHIBATh T€ (PAKTHI, YTO JACTHU C

XPCcHII mnomyuyator Oosiee HMHTEHCUBHYI) WHTASLMOHHYIO TEpamuio B BUJE
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MYKOJIMTUKOB (JIopHa3a anb(da), TIIFOKOKOPTHUKOCTEPOUJIOB U aHTUOAKTEPHAIbHBIX
WHTAIAIMOHHBIX IIpernapaToB, 4YTO MOXET CKa3aTbCsi HA AHTPONOMETPUUYECKHUX
nokazaresax. [letu ¢ XPCcHII B cBA3M cO CTOMKHUM 3aTpyTHEHHEM HOCOBOIO JbIXaHUS
MPUBBIYHBI K JIBIXaHUIO 4Yepe3 pOT, M3-3a ATOr0 UM MOXET OBITh JIErde BBIMOJHATH
CIIPUPOMETPHUUECKOE HCCIEAOBAHHUE, B XOJ€ KOTOPOTO JbIXaHWUE BBINOJHIETCS 4Yepe3
MyHAIITYK wiu  3aryOonmk. Taxke (opMuUpoBaHHE KIMHUYECKH  3HAUYMMOUN
MIPOTPECCUPYIOIIECH JIbIXaTEIbHON HEJOCTAaTOUHOCTU TPEOYET ONMpeIeIECHHOTO0 BPEMEHU
U MOXeT (pOopMHpOBATHCS y 3HAUMMOW YacTH MAIMEHTOB mocie 18-meTHero Bo3pacra.
Biustaue Bo3pacTHOTO acrekrTa ObLIO YUTEHO, U cpaBHEHHE JaHHBIX DBJ] B ueTBepTOif
YacTH HAIIero MCCIENOBaHUsl ObUIO BBIMOJIHEHO C YYETOM BO3pacTa BKIIOYEHHBIX B
HCCIEeIOBaHHUE NETEH.

B 3akiroueHue, B XOJ€ NMEPBOrO 3Tala MCCIEAOBAHUS MPHU OLEHKE Pa3TUUYHBIX
nokaszarenei 2216 nereit, BKtoueHHbIX B Peructp 001pHbIX MB P® nostyueHs! 1aHHBIC
o HeratuBHoM BiusiHuu XPCcHII y neteit c MB Ha TeueHune 3a0071€BaHMs U €70 TPOTHO3.

[Toydyensl gaHHBIE O 0OJiee YACTOM BBISBICHUU «TSDKEIIOT0» TE€HOTHIA; OoJiee
gactroM uHpuimposanun HJIIT P. aeruginosa, S. aureus, MRSA; o pa3BUTHH TaKHX
ocnoxkHeHnit MB, kak MyKOBHCIUA03-aCCOIMUPOBAHHBIN caxapHbId auaber c
HEOOXOJIMMOCThIO B €XKEIHEBHOM NMPUMEHEHUU UHCYJIMHA, (OPMHUPOBAHUE TTOPAKEHUS
MIEYCHU C PA3BUTHUEM LUPPO3a, MNOPTAIBHOM THUIEPTECH3UEH W THUNEPCILNICHU3MOM,
octeonopo3 y aereit ¢ XPCcHII, uem 6e3 Hero.

Hecmotpst Ha Oonee Bwicokue nokazarenn OBJl y nereét ¢ XPCcHII, MoxHO
clelnaTh BBIBOJ O XYAIIEM MPOTHO3€¢ B OTHOIICHWU TEUEHUS OpPOHXOJETOYHOTO
NMOpaKeHUs B CBSI3M IpeoliamanneM reHerudeckoro Bapuanta rena CFTR F508del B
TOMO3UTOTHOM COCTOSIHUM, OTHOCSIIIETOCSl K «TSKEJIBIM» MYTallMsIM, a TaKXe€ 34 CUeT
MOBBIIICHUST YacTOTHl KoHTamuHammu P. ageruginosa u pesucrentHoir (MRSA)
MUKPOQIOPOH ABIXAaTETLHOTO TPAKTA U BBI3BAHHBIX €10 000CTPEHHUI.

bei10 TOKa3aHO, YTO BCE yKa3aHHBIE BbIIEC (PAKTOPHI MPUBOIAT K YBEIHMUCHUIO
JUIUTEIBHOCTH TOCOUTAIN3ALNK, MPOJOJLKUTENIBHOCTH M YacTOThl HAa3HAYEHUS

aHTUOAKTEPUATbHON, MHTAIALIMOHHOM, 3aMECTUTENLHON (PEpPMEHTHON TEepanuu.
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I'/TIABA 5. BIUAHUE XPOHUYECKOI'O PUHOCUHYCHUTA
HA KAYECTBO )KM3HU JETEA C MYKOBUCIIAIO30M

5.1 XapakTepucTHKAa NAIUEHTOB, IPUHSABIINX Y4aCTHE B AHKETUPOBAHUM

Onenka kauectBa xxu3Hu (KJK) nereil BRINOMHAIOCH HA OCHOBAaHUU MPOBEIAECHHOTO
AHKETUPOBAaHUS Ha BTOPOM JTale HANIEro HcclieqoBaHus. MHCTpyMeHTOM IS
onpenenenns KX nereit ¢ XPC npu MB Ob11 BEIOpaH BaTMAMPOBAHHBIN TSI OIEHKHU Y
neredl onmpocHUK SN-5, OpH MOMOIIM KOTOPOTO MOYKHO OLIEHUTh BBIPaXKEHHOCTH
cienytomux nposisnennid XPC y nereit: mpuszHaku uH(peKkuroHHoro mpouecca OHII,
3JI0)KEHHOCTH HOCA, CHMIITOMOB aJUIEPTHH, SMOLMOHAIIBHOE COCTOSIHUE U OTPAaHUYECHUE
COIMaIbHON aKTUBHOCTU. Kaxaplil mpU3HaK OLICHUBAJICA MO IiKajie oT 1 10 7 6aios.
Taxxe onenuBanock obmee KK Ha ocHoBanuu 10-6anipHON BU3yaabHOW aHAJIOTOBOM
mKassl, rae 0 6ayioB — 3TO HaWITy4IIUM MMOKa3aTeNlb KauyecTBa KuU3HH, a 10 0amioB —
HauXyJIuil nokasarens oneHkn KiK.

AHkera Oblma MoguduuupoBaHa. B aHkeTy 100aBiieHBI BOIPOCHI OTHOCHTEIBHO
BO3pacTa JEeTel, JaHHbIX O HAJIMYMU HA MOMEHT aHKETUPOBAHMS KaJI00, XapaKTEPHBIX
JUISl PHUHOJOTMYECKOM NATOJIOTHH: 3aTPYJHEHUE HOCOBOIO JIbIXaHMS, HAJINYUE
OTIENIEMOI0 M3 HOCA, IOCTHA3aJbHOTO 3aTéka, >KajioObl Ha OO0Jb WM YYBCTBO
nvuckompopTa B 00J1aCTH MIPOCKIIUKU OKOJIOHOCOBBIX Ma3yx (JI00, KU, MEXTy IJ1a30M U
HOCOM), CHIKEHHE WM OTCYTCTBUE OOOHSHUS (€ciM peOEHOK MOXKET MOHATh U
c(hopMyIUpOBATH).

Bcero 6b110 nosyueHo 389 0TBETOB OT MAIIMEHTOB O KAYECTBE XKU3HU jieTeit oT 0 10
18 ner.

[Tomumo xputepueB XPC B pa3paboraHHyro Hamu (opmy ObLIM BKJIHOYEHBI
BOIIPOCHI, KACAIOIIMECS aHAMHECTUYECKHUX JAHHBIX, PE3YJIbTATOB BBINOJHEHHBIX paHEe
JMAarHOCTUYECKUX UCCIIEI0BAHUM, XUPYPTUUECKUX BMEIIATEIbCTB.

JlocToBEpHOTO pa3Inuyus MO MOy AeTel He ObLIO, OTBETHI MTOJTYUYEHBI OT POJIUTEIICH

199 (51,2 %) nesouek u 190 (48,8 %) MaIbYHKOB.
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Jlanupie 00 oObeMe aHTUOAKTEpUAIbHOW  Tepamuu, [OJYYEHHbIE MpuU

aHKETUPOBAHUU, MPE/ICTaBIEHbI Ha pucyHke 20.
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ITepopanbHblil TpuémM JlononmHuTenbHast JlonomHuTenbHas He nonyyanu

5,00%

0,00%

aHT I16ill\"[CpH’dJ[beIX HHTaJIIIUOHHaA BHYTPpUBCHHAsA aH l'H6ﬂl\"l'Cpl1ﬂ.IbHOﬁ
npenaparoB aH l'H()ﬂl\'l'CpMH.IbHH}l aHT I/l6('ll\"l'C}’)HﬂJ[bH’d$l TEpanuu Het nanHbBIX
TEeparusa TCpaInus

Pucynok 20 —Buns antubakTepuaibHOl Tepanuu y aeteit ¢ MB o jaHHBIM aHKETUPOBAHUSA

Kak BUAHO U3 NpPENCTaBICHHON auMarpaMMbl, OOJIBLIMHCTBO OMNPOIIEHHBIX
HY’KJQJIOCh B CHCTEMHOM MM MHTaJSIIMOHHOW aHTHOAKTepuanbHOM Tepanuu: 156
(40,1 %) neTsim moTpeboBaIach NepopaibHas aHTHOaKTepHaibHas Tepamnus, 59 (15,2 %)
JIeTe JOTOTHUTENBHO MOTYYald Kypchbl BHYTpUBEHHOM Tepanuu, a 160 (41,1 %) nereit
TaKXe MOJTyJaJId KypChl MHTAISIIMOHHON aHTHOaKTepuanbHoi Tepanuu. 5 (1,2 %) nerei
B Bo3pacte 10 | roma He mojiydalqu aHTHOAKTepHalbHOW Tepanuu. OTBET He nanu 9
(2,3 %) pecrioHIeHTOB.

[IyHkTbl aHKeThl, Kacawomuecs o0bekTuBHOro JIOP-ctatyca manueHToB,
3arnoJHsATIach BpadyoM-oTopuHoNapuHrosoroM. JIOP-Bpauwom Obl10 ocMoTpeHo 232
peO€HKa, yJyacTBYIOIIMX B aHKETHUpPOBaHMM. B »TOM paznene puxcupoBaiuch JaHHbBIE
ocmoTtpa JIOP-opranoB niereit, BKiIrouasi SHI0CKOIMMYECKOE 00CIeJ0BaHNE MTOJIOCTH HOCA
Y HOCOIJIOTKH.

JlanHble, OJyYeHHbIE B pPE3yJIbTaTe JUCTAHIIMOHHOTO aHKETUPOBAHMSI MAIIMEHTOB
¢ MB, 3anosHeHHbIE 3aKOHHBIMU NpeacTaBuTensiMu 1 JIOP-BpauaMu npencTaBieHbl Ha

pucynke 21.
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Pucynok 21 — Pe3ynbTaThl JUCTAaHIIMOHHOTO aHKETUPOBaHUsI nanreHTos ¢ MB

Kak BugHO M3 npecTaBieHHON AuarpaMmmel, guardo3 XPC Obl1 ycTaHoBIeH y 249
(64 %) nereii. XPCcHII onpenenén y 84 (34 %) u3 247 nerei.

KT uccnenoanue OHII 651510 Bhmosineno y 263 nereit (70,9 %), oTBeT nojyueH ot
371 pecnionaenta. KT npuszHaku puHOCHHYCUTa BbIsBIEHBI y 223 (59,7%) nanueHToB.
Xwupypruueckoe BMmematenbctBo Ha OHIT Bbemmomneno 81 pebenky (21,6 %), mo
pe3ybTaTaM 3aroTHEHHOTO MMyHKTa aHKETHI.

[Ipu ocMoTpe BpavOM-OTOPHUHOJAPHHTOJIIOTOM HAJIUYHE OTACISIEMOTO B IOJIOCTH
HOCa CJIIM3UCTO-THOMHOTO Xapakrepa BbIsBIeHO y 61 (26,3 %) peGénka, oTeka u / wium
OOCTPYKITMY MPEUMYIIICCTBEHHO 00JIACTH CPEIHET0 HOCOBOTO X0JIa ONMPeesaoch B 126
(54,3 %) cayuasx.

Omnepany ¢ TPUMEHEHUEM JHJIOCKOMUYECKOTO KOHTPOJS ObUIM TPOBEIEHBI 73
netsm (19,5 %), a 8 mereri (2,1 %) mepeHecad paJMKaIbHYI0 TalWMOPOTOMHIO ITO

Konnyann-Jlroky.
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5.2 OneHka Ka4ecTBa KM3HU MANUEHTOB ¢ XPOHUYECKMM PHHOCUHYCUTOM NPH

MYKOBHCIH103€

B 3aBucumoctu ot Hanuuusi XPC manuenTs! ObUM pa3/iesieHbl Ha ABE TPYIIIbI IS
CpPaBHEHHUS.
JlaHHble, XapakTepu3yronme kauectBo xku3nu getei ¢ XPC npu MB, Ha ocHOBaHUU

onpocHuka SN-5, npecTaBiieHbl B Tabauie 14.

Tabdamua 14 — IlokazaTenu kadecTBa xku3Hu jaereit ¢ MB npu Hanmnuun XPC B
Oamrax Ha ocHOBaHMHU ompocHuKa SN-5

Cpennee CrangaprtHoe
Cpennee KBa/IpaTHYHOE Aap .
IMoxkazaTenn OTKJIOHEHHUE CpeaHel
3nayenue (M) OTKJIOHEHHE .
@ o) apudgmernyeckoii (M)
[Tpu3Haky HHGEKIHOHHOTO 4,29 161 0,10
mporecca
[Tpu3Haky Ha3aIbHON OOCTPYKIIMH 4,27 1,68 0,10
[Tpu3Haku ayepruu 2,66 1,63 0,11
DOMOIMOHATIBHBIE TTEPEKUBAHUS 2,99 1,74 0,11
OrpaHnyueHne akTUBHOCTH 2,61 1,64 0,11
KauectBo xu3nu (BAILL) 481 2,39 0,15

IIpumeuyanue: npuMeHsics MeTo pacueta t-kpurepust CTbloJieHTa

B rpynne nereii ¢ XPC npu MB, 10 1aHHBIM aHKETUPOBAHUSI, ObUIU BBISBJICHBI
CICAYIOIIME TIOKa3aTeau KadecTBa IKU3HHW, BBIPAKEHHbIE B Oaiax: Hald4yue
uHpexmonHoro nponecca — 4,29 (£ 1,61) 6amna; HazanbHass 0OCTPYKIIUS COCTaBUIIA
4,27 (= 1,68) Gamna, mpu3Haku ajiepruu cocTaBuian 2,66 (+ 1,63) 6amna; yxyameHue
AMOIIMOHAIILHOTO COCTOsIHUS cocTaBuio 2,99 (+ 1,74) Ganna, orpaHiYeHUE aKTUBHOCTHU
— 2,61 (+ 1,64) 6anna.

KawectBo xwu3um gereit mo BAIIl B cBSI3M ¢ HaInuWeM XpOHUYECKOM
PHHOJIOTHYECKOM MaToIoruu y neteit mpu MB coorBercTBoBaiio 4,81 (£ 2,39) 6amnam.

CeneHus, XapaKTEpU3YIOIMINE BBIPAKEHHOCTh MPOSBICHUN PUHOJIOTHYECKON
natosioruu y nereit ¢ MB 0e3 XPC u noka3zareneil, XxapakTepu3yoUuX KauecTBO KU3HU,

IpeACTaBIeHbI B TabuIe 15.
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Taoauua 15 — Ilokasarenu xauectBa xu3Hu aereit ¢ MB 0e3 XPC B Oayutax Ha
OocHOBaHUM ornpocHuka SN-5

Cpennee CrannaprHoe
Cpennee KBaJIpaTU4HOE Aap .
IMoka3artenn OTKJIOHEHHUE CpeIHel
3nadeHue (M) OTKJIOHEHHE .
@ o) apudmernyeckoii (M)
[Tpu3Haku HHPEKITMOHHOTO 3.47 160 0.14
mporecca
[Tpu3Haku Ha3aIbHON OOCTPYKITUN 3.68 1.69 0.15
[TpusHaku annepruu 2.17 1.21 0.11
DMOIMOHATILHBIC TIEPEIKUBAHMS 2.49 1.41 0.12
OrpaHnueHue aKTUBHOCTH 2.29 1.54 0.14
KauectBo »xwu3nu (BALL) 4.22 2.70 0.24

IIpumeuanue: npuMeHscs MeToA pacuera t-kpurepusi CTbroieHTa

[Ipu cpaBHEHUU JAHHBIX CTATUCTHYECKH JOCTOBEPHO XyKe ObUIM MOKa3aTeau B
rpymie aerert ¢ XPC: mokaszaTtenu NpU3HaKOB HHPEKIIMOHHOTO MPOLecca COCTABUIN —
4,29 6amna y nereir ¢ XPC u 3,74 Gamna y gereii 6e3 XPC (p=0,000); nazambHOMH
obctpykuun — 4,27 6amna y nereit ¢ XPC u 3,68 6amna y aereir 6e3 XPC (p=0,001);
aeprun — 2,66 6ama y nereid ¢ XPC m 1,21 6amra y nmereit 6e3 XPC (p=0,002);
BBIPOKEHHOCTH IMOIIMOHAJBHBIX TMepexuBaHuii — 2,99 6amna y aereit ¢ XPC u 1,41
0amna y neteit 6e3 XPC (p=0,002). OrpanndeHre akTHBHOCTH ObLJIO OoJiee XapaKTepHO
s peteit ¢ XPC u coctaBmiio 2,61 6amna, mpotus 2,29 6amna y nereit 6e3 XPC, ogHako
B JIaHHOUW BBIOOpKE JAaHHBIM TOKa3aTeldb HE JOCTUT CTATUCTUYECKOW 3HAUYUMOCTH
(p=0,073).

[Tpu Hamuun XPC ormeuanoch Oosblliee CHUYKEHHE OIICHKM KauecTBa JKU3HH T10
BAIII mkane y nereii ¢ XPC — 4,81 6amna, yem y aereit 6e3 XPC — 2,70 6amna (p=0,037).

CpaBHEHHE MPU3HAKOB PUHOJIOTMUYECKON MMAaTOJIOTHH TI0 JaHHBIM onpocHuka, SN-5
u kadectBa xu3Hu 1o BAIIl B 3aBucumoctn ot Hammuuss XPC y nereii ¢ MB

MIPEJCTABIICHO HA PUCYHKE 22.
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F=0,000 F=0,001 P=0,002 P=0,002 P=0,073 P=0,027

4,27 4,22

MprzHakK MprzHzskK HazaAeHol  MNprzHEKK 2AAeprAaw IMOUHOHENEHLIE OrpaHn4aHKe Ha4ecTeo HHMEZHH
HMHEEHUHMOHHEOTD OECTREYHLMHA NepeMUESHKA AHTHEHOITH (BaLL)
npoueccs

W XPC BE3 XPC

IIpumeuanue: npumeHscs Metos pacuera t-kpurepust CTbrosieHTa

Pucynok 22 — [Ipu3Haky puHOJOTUYECKOW MATOJOTUU M KauyecTBa >KU3HU y jAereld ¢ MB npu
XPC u 6e3 Hero pe3yiabTaraM aHKeTUPOBAHHUS

Ha ocHOBe aHamn3a MPOBENCHHOIO AHKETUPOBAHMS MOXHO CHEIATh BBIBOA O
HeraTuBHOM BiussHMM XPC Ha kauecTBO KW3HU Jereid ¢ MB, 0 yeM CBUIETENbCTBYET
yBeJIMueHUEe O0aqioB B OTHOIIEHMHM BCEX HCCIEIYyEMbIX IOKa3aTelied, KOTOphIC
OILICHUBAIKCH B onpocHuke SN-5.

Taxke OBLIIO YCTAaHOBJIEHO, UYTO KakaoMy mnsaTomy pebdenky 81 (21,6 %) ¢ MB u3
375 omnpomieHHbIX B XOJ€ TPEThEro JTama WCCICIOBaHUSI ObLIO BBIMOJHEHO
XAPYPTUYECKOE BMEIMIATENILCTBO IO IOBOAY PHUHOJOTMYECKOW marosoruu. B
oosbiMHCTBE cirydaeB 73 (19,5 %) ObLIM TpOBEACHBI MIAJAIINE BMENIATEIbLCTBA MO/
AHJIOCKONTMYECKUM KOHTPOJIEM, YTO B IAHHBIN MOMEHT SIBJISIETCS «30JI0THIM CTaHIAPTOM
XUPYPrUYECKUX BMEIIATENbCTB MOJOCTH HOoca, HocorinoTku u OHII y manmentoB ¢ MB.
B Hacrodmiee BpeMss OTMEUAeTCA IMO3UTHUBHAS TEHJCHIIMS B BONPOCE OKA3aHUS
XAPYPTUYECKOW  OTOPHHOJIAPUHIOJIOTMYECKOM momomu aetsM ¢ MB.  Eme
10-15 ner wnazam mnomasmsitomee OonpimmHCTBO omnepanuid wHa OHIT nmpu MB
BBITIOTHSIJTUCh  «OTKPBITBIM»  JIOCTYNOM  (Takke u3BeCcTHbIM Kak Kommyasmi-JIrok
AHTPOCTOMMS UJIM PAIUKATIbHASI aHTPOCTOMHUS ).

N3BeCTHO, YTO HECMOTpPS HA YCHEHIHO TNPOBEACHHOE  XUPYPTHUUYECKOE
BmemarenbcTtBo, XPCcHII y gereir ¢ MB uMeeT TEHAECHIMIO K PELUIANBUPYIOMIEMY
TEYEHUIO0, YTO TPEOyeT NTMHAMUYECKOTO HAOIOICHUS MTAllMeHTa OTOPUHOIAPHUHTOJIOTOM.
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B cBs3u ¢ 3TUM 17151 BBIOOpA aIeKBaTHOM TaKTUKU JICUEHUS B KIIMHUKO-IHUArHOCTUYECKU I
aNTOPUTM BEJICHHS MAIMEHTOB ¢ MB BKJIIOYEH JUHAMHYECKHA OCMOTP  MAl[MEHTa
BpPauOM OTOPHUHOJIAPUHTOJIOTOM. B 3aBUCHMOCTM OT CTENEHU BBIPAXKECHHOCTH
MOJIMTIO3HOTO PUHOCHUHYCUTA BpPay-OTOPHUHOJIAPUHTOJIOT ONPEACISIET MOKa3aHUs I
npoBeJieHus Xxupypruueckoro jgedyeHus namuenty ¢ XPCcHII mpu MB kak nepBudHOroO,
TaK ¥ MOBTOPHOTO.

Bpauamu MexIMCUUIITUHAPHON OpUTaibl KOJIJIETHAIBHO JIOJKEH PelaThCs BOMPOC
OTIpEJICICHUS] TAKTUKU BEJCHUS, TUHAMUYECKOE HAONIOACHHUS TAIlMeHTAa U OIICHKA
3¢ HEeKTUBHOCTH TPOBOIMMOM Tepanuu. TecHOoe MEeXIUCIUILTHHAPHOE B3aUMO/ICHCTBHE
OTOPUHOJIAPUHIOJIOTOB, IEAUATPOB €O crenuainucramMmu 1o MB, npumeHnenue
COBPEMEHHBIX METOJIOB IMATHOCTUYECKHU U XUPYPTUU MO3BOJIAET JOOUTHCS YBEIUYCHUS
MEKPELUUIUBHOTO MPOMEXKYTKa TeueHuss MB, CHI)KEHUSI 4YacTOThl MPOBEICHUS
XAPYPTUYECKOTO JICUEHHUS], YIIYUIICHUS! KAUECTBA KU3HU MAIUEHTOB.

B pesynbTare CpaBHUTEIBHOM OLICHKM NAHHBIX, MOJYYEHHBIX HA BTOPOM 3Tare
UCCIIEIOBAHUSI, B XO/I€ MIPOBEIEHHOTO aHKETUPOBAHMS, BBISIBJIEHO HETATUBHOE BIIUSHHE
XPC Ha TeueHuEe MyKOBHUCIIMI03a U KAYECTBO KU3HU JIETENW C MYKOBHUCIHIO30M:

* YCHJICHHE TaKUX KIIMHUYECKUX MPU3HAKOB, KAK PUHOPEs, TOCTHA3AJIbHBIN 3aTEK,
HazajbHas OOCTPYKIIMUS, KallleJb B JHEBHOE BpeMs, TOJIOBHAsI 00Jib, 00JIC3HEHHOCTh B
o0nacTH nasyx;

* YBEJIMYECHHUE BBIPAKEHHOCTH 3aTPYAHEHUS] HOCOBOTO JIBIXAHUA: «3aJI0KEHHOCTD)
HOCA, 3aTPyJHEHNE HOCOBOTO JIbIXaHUsI, CHUYKEHHE OOOHSHUSI, IbIXaHUuE Yepes3 poT;

* YCWJICHHE TPHU3HAKOB AaJJICPIMU: YWXaHUs, 3y/Aa, pasfpakeHus Hoca / rias,
CJIE€30TEUEHUS,;

* YXYJILICHUE  SMOILMOHAJIBHOIO  CTaTyca,  MPOSBISIONIETOCS B BHUIE
pa3pakUTEIbHOCTH, PPYCTpaINH, TOCKH, OECITIOKOMCTBA, MPOOJIEM CO CHOM BCIIC/ICTBUE
3aTPYAHEHUS] HOCOBOTO JIbIXaHMUS;

* OrPAHUYEHHUE COLMAIBHON AaKTUBHOCTU: NPOMYCK 3aHSATAM B IIKOJE WU
MOCELICHUsT JIETCKOrO C€aJd, HEBO3MOXKHOCTb WIPbl C JPY3bsIMHU WM 3aHATHH

HHTCPCCHBIMU ACIaMHU.
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Takum 00pa3zoM, HamHu TokazaHo, uto y jaeteii ¢ MB XPC saBnsercs udactoit
narosjorueu, BeisiBIIeHa B 81,63% mno manHeIM ocMoTpa Uy 64% pECIOHIEHTOB
ankerupoBanus. Hammuue XPC y nereii c MB HeratuBHO BiusitoIas Ha KA4e€CTBO KU3HU
3TUX TsoKenblXx nanueHTtoB. Y gered ¢ XPC wim XPCcHII npu MB Bo3Hukaer
yXyALIEHUE Kak (PU3NUIECKOro, TaK U AMOLMOHAIBHOTO cocTosiHus. [letn ¢ MB moryt
UCITBITHIBATh AYMOITMOHAJILHBIE TPYTHOCTH KaK B CBS3H TSHKECTHIO 3a00JI€BaHUsA, TaK U C
HE0OXOAMMOCTBIO BHIMOJIHEHUSI MHOTOUHMCIICHHBIX TEPANIEBTUYECKUX TPOLIEAYP C LEIbIO
nevyenus XPC.

Hcnonb30BaHne BaTUAMPOBAHHOTO OIPOCHUKA I OLIEHKM KadyecTBa JKU3HU
nanueHToB ¢ MB MoxeT ObITh TOJIE3HBIM [IJISi TIPUHSTHS PEUICHUN OTHOCHUTEIHHO
TAKTUKW BEJACHHUS MAIIUEHTOB.

Jlnst ymydiieHus KadecTBa Ku3HM JeTeil ¢ MB HeoOxoaumo mnpuBieUeHUE K
BEJICHUIO U JICUYCHUIO MAIMEHTOB CIEHHAIMCTOB, UMEIOIIUX OMBIT PabOTHI C IETHMU C

MYKOBHCIIIO30M.
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IJIABA 6. KJIMHUYECKASI D®®EKTUBHOCTb UHTPAHA3AJIBLHOI'O
MPUMEHEHUSI MYKOJUTUYECKOI'O PEMAPATA JOPHA3A AJIb®A
MMPU XPOHUYECKOM PUHOCUHYCHUTE C HA3AJbHBIM MOJUIIO30M
Y HAIMEHTOB C MYKOBHUCII1I030M

B xoxe werBepTOro stama mcciaeAoBaHHsS OblIa MPOBEJAEHA OLIEHKA KIIMHUYECKOU
3(p(EeKTUBHOCTH MPEAJIOKEHHOTO MeToAa JedeHus 71 pebéHka ¢ XpOHUYECKUM
PUHOCMHYCHATOM M HAa3aJIbHBIM IIOJIMIIO30M NPU MYKOBHUCHHMAO3E€ C HPUMEHEHHEM
npernapaTa MyKOJIMTUYECKOTO JEHCTBHUS JOpHa3a ainbpa B BUAE JOMOIHUTEIBHOU K
HHI00POHXUATBHON H/I0HA3aTbHON MYJIECUPYIOLIEH MHTANISILINH.

YeTBepThIi 3TaN UCCIEA0BAHNS HOCHII PETPOCIIEKTUBHBIN Xapakrep. MHdopmanus
o narmentax ¢ MB u XPCcHII 6b1na B3sita u3 Perucrpa 6onpubix MB PO, a takke u3
UCTOpUH 00JIE3HU MAIlMEHTOB, HaxoauBIIUXca Ha jedeHurd B I'bY HMUIIO ®MBA
Poccun.

JlanHble O JeTdX, MOJyYaBIIMX OAHY J03y Ipenapara JopHa3a aib(da
SHAOOPOHXUANBHO, B34Thl U3 Perucrpa O6oapHbIX MB P® 2016 r. Uudopmauusa o
IAIMEHTAX, KOTOPbIE MOJIYYaId JOIOJHUTEIbHYIO HHTPAHA3AIbHYIO MHIAILUIO JOpHA3a
anb(a B3aTHl U3 Perucrpa 60ombHbIX MB B PO 2021 r., nockonbky Tosbko ¢ 2017 1. B
HekoTopbix peruoHax P® nersm ¢ XPCcHII npu MB B koMIUIeKCHOE JieueHHe ObLIN
BKJIFOUEHBI JJOTIOJIHUTEIbHBIE MHTPaHA3aJ IbHbIE MHTATSAIUY Mpenapara JopHa3a ajibgda.

JlanHbIX 00 ncTHHHOM KosimyecTBe nanueHToB ¢ XPC npu MB B Peructpe 601bHBIX
MBI B P® He Obuto n0 Hayasia Haumero uccienoBaHus U nanueHtam 6e3 XPCcHII
IIPAKTUYECKNA HE HA3HAYAJIMCh UHTPAHA3aJIbHAsl UHTASILUOHHAS TEPaIInsl.

Bcem naumenram ¢ MB npoBoannachk KOppEKIUs MUTAHUSA, BKIIFOYAKOIIAS JUETY C
MOBBIIICHUEM KaiopuitHocTu nuiy Ha 150 %, oT BO3pacTHOW HOPMBI, €3 OTpaHUYCHUS
KUPOB, OOMIIBHOE TUTHE U MOJICATUBAHNE UM B )KapKOe BpEMs U IIPU TUNIEPTEPMHUH, a
TaKXe €KEAHEBHBIN MTEPOPATBHBIN MPUEM OJIMBUTAMHUHOB C MUKPO3JIEMEHTAMM.

Bceem netssm ¢ MB npoBoaunachk 6azucHasi Tepanus o OCHOBHOMY 3a00JI€BaHUIO.
MenukaMeHTO3Has Tepanus BKJIKOYala, B 3aBUCHUMOCTH OT TIOKAa3aHWW, MPUEM

YPCOJE30KCUXOJIEBOM KHUCIOTHl TPU HapyIMIeHUW (YHKIIMU TICYCHH, TOCTOSIHHOE
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MPOBEICHUE UHTATSIIUOHHON T€panuu C TUIMEPTOHUYECKUM PACTBOPOM XJIOPHIa HATPUS
7% unu c TUHATypOHATOM HATpHs, OpPOHXOJIUTHYECKYIO TEpalui0 MpU SBICHUAX
OpOHX000CTPYKLH; 3HA0OPOHXHAJIBHBIE HHIAJSLUUU C MpernapaToM JopHa3a aibda. B
cnydae pasputugs OPBU Bcem gersm ¢ MB Ha3zHawancs mnepopaibHBIA MOpUEM
aHTUOAKTEpHAIBHBIX MpenapaToB MNPOAOIAKUTEILHOCThI0O He MeHee 14 nueil. Ilpu
ompeneneHu B Mokpore w3 HJIII P. aeruginosa mnpoBoamiach JUIATEIbHAS
WMHTQIAIMOHHAs aHTHUOAKTEepHallbHAsl TEpanusi, ITpU HEOOXOJUMOCTH B COYETAHUU C
KypcaMu BHYTPUBEHHON IPOTHUBOCHHETHONHOW aHTHOAakTepHalbHON Tepanuu. llpu
o0OCTpeHUH BOCHAJIUTENbHBIX 3a0oneBanuit HJII petn mnosydanu CUCTEMHYIO
aHTHOAKTEPUAJIbHYIO TEPAIUIO MPOJOJKUTEILHOCTBIO HE MEHEe 2—3 HEIElb.

[TatmenTs! (71), BKIIOYEHHBIE B YETBEPTHIM 3Tall UCCIEI0BAHUS, OBLIN pa3eieHbI
Ha JIBE IPYIIbl B 3aBUCUMOCTH OT 00beMa TEparuu.

B rpymmy | ot 28 (39,4%) nereii ¢ XPCcHII, mosyuasiire Tepamnuio npernapara
JIoOpHa3a alb(a B BUJIC UHTATALMN B HUXKHUE OTJEIbI IbIXaTEIbHBIX MMyTEH 1Mo 2,5 MT.

B rpynmy Il 65110 Briroueno 43 (60,6%) pedenka ¢ XPCcHII, kotopsie mosyyanu
JICYCHHE M0 MPEUIOKEHHOMY HaMH METOAY: MAlUEHThl MOJyYald JOMOJIHUTEIbHbIE
MyJIbCUPYIONTUE UHTAJISIMY yepes anmnapat Pari sinus™ mo 2,5 mr (1o 1,25 Mr B KaK1y10
MOJIOBUHY HOCA), 00eCleynBaolIne MOCTyIUIeHHe npenapara B moyiocts Hoca 1 OHII
JOTIOJTHUTENBHO K MHTAISIIUSAM B HUJKHUE OT/EJIbI IbIXaTeNIbHbIX ITyTEH.

[TanuenTts! | rpynmel ObUIM pa3fesieHbl Ha JIBE MOATPYMMBI B 3aBUCHMOCTH OT
Bo3pacta: B moxarpymmy la Bomwio 15 (21,1%) mereit B Bo3pacte oT 6 no 12 ner,
noarpymnma 16 npencrasnena 13 (18,3%) netsmu B Bo3pacte ot 13 o 18 ser.

Bo Il rpynne Takyke ObUTH BBIZCJIECHBI JBE MOATPYIIBl HA OCHOBAaHWUU BO3pacTa
uccienyembix: noarpymnna lla kirouana 23 (32,4%) peGenka B Bo3pacrte ot 6 10 12 Jer,
a moarpymnma |16 npencrasiena 20 (28,2%) netsmu B Bo3pacte ot 13 mo 18 er.

Jetn no 6 jeT He BKIIOYEHBI B HCCIIEOBAHUE, MOCKOJIbKY B 3TOM BO3pacTe
HEBO3MOXKHO OOBEKTHBHO OLEHUTh (DYHKIMIO BHEIIHETO [bIXaHUS B CBS3U CO
CJIOKHOCTBIO BBITIOJIHEHHSI CIIMPOMETPHH.

Knunnueckast 3ppekTuBHOCTD MPEATIOKEHHOTO HaMH CITOCO0a TePANKU MallMeHTOB

OIICHHNBAJIAChb HA OCHOBAHHWU KPUTCPHUCB OLICHKHW COMATHYCCKOI0 CTATyCa pOCCHﬁCKHX u
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eBporeickux peructpoB 6osbHbIX MB. Ilokazarenu, koTopbie ObUIN UCTIONIB30BAHBI JJIS
O1IeHKU 3((HEKTUBHOCTH MPEJJIOKEHHOTO HaMU crioco0a, BKIIIOYANId B ce0si: JaHHBIE O
pocte u unAekce maccbl Tena (MMT), kak moka3aresnss HyTpUTUBHOTO cTaTyca OOJIbHBIX
MB; dopcupoBanHoii xku3HeHHON eMKOocTH JieTkuX (DXKEJI) n o6bema hopcupoBaHHOTO
BbI0Xa 32 1-10 cexkyHay (ODB1y,) Kak moka3aTesh OIEHKH JbIXaTeIbHON (DYHKITHH.

DT Kputepuu OBLIM BBHIOpAaHBI Kak HanmOoJiee OOBEKTHUBHBIC IS OICHKH
pecnupaTopHOl (PYHKIIMM M COMATUYECKOr0 CTaTyca C Y4eTOM PETPOCHEKTUBHOIO

XapakTepa MCCIIeIOBaHMS.

6.1 CpaBHMTEeJbHBIH aHAJN3 MOKa3aTeJeil PyHKIUM BHENIHEr 0 AbIXaHUS U

AHTPONOMETPHYECKHMX JAHHBIX Y NauueHToB B rpynne | u rpynme |1

[IpoBeneHHBIN aHAIM3 JAHHBIX MTAIMEHTOB MOATrPYNbI |a BBISBUI, UTO Macca Tela
coctaBuiia B cpenaeM 28,02 kr, pocT B cpeaneM 133,57 cm. lIpu onieHke pe3ysbTaToB
CIIMPOMETPUYECKOTO MCCIIEIOBAHUS NOJIyUYEeHBI CIEAYIOIMe JaHHble: okasarens ODB

1% cocraBun 88,36 %, mokazarenr ©OXEJI% cocraBun 89,40 %. JlanHbie

npeCTaBieHbl B TabuIe 16.

Ta6anua 16 — AnTponoMeTprdeckue JaHHBIC U MTOKa3aTelu (PYHKIIMHA BHEITHETO
JbIXaHus Y TalMEeHTOB B noarpymnme la

Cpennee Cpennee KBapaTH4YHOE CranapTHoe OTKJIOHEHHUE
IHoka3areanb . .
3HayeHue (M) OTKJIOHeHHE (% 6) cpeaHeii apupmernyeckoii (m)
Macca Tena (kr) 28,02 5,82 1,5
Poct (cm) 133,57 12,21 3,15
ODB 1% 88,36 14,19 4,13
DOXEJI% 89,40 16,38 2,28

IIpumeyanue: npuMeHscsa MeTos pacyeta t-kpurepust CTbroieHTa

VY manuenToB u3 noAarpymnmsl lla, kyna Bonum aetu 6oee crapiero Bo3pacta (13
— 18 neT) mokasarenu ObuTH BBINIE, YeM B rpymme la: Macca Tena cocTaBuia B CpeIHEM

30,47kr, poct B cpeanem 138,44 cm, OD®B 1 —97,89 %, ®IKEJI% —95,90 %, mo
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JTAHHBIM, TIOJTyYEHHBIM IIPU ocMoTpe feTeit B Teuenue 2021 r., a Takxke 1aHHbIM Perucrpa

00bHBIX MyKOBHUCIHI030M 2021 1. (Tabmauma 17).

Tabéanua 17 — AnTponoMerpuueckue JaHHBIC U TTOKa3aTenu (PyHKIUU BHEITHETO
JIbIXaHMs y manueHToB B noarpynne lla

IToxa3zarTenn

Cpennee
3Hayenue (M)

Cpennee
KBaJIpaTU4HOE
OTKJIOHeHHe (£ 0)

CraHaapTHoe OTKJIOHEHHUE
cpeaHeill apupMeTHdecKoi (m)

Macca Tena (Kr) 30,47 8,95 1,87
Poct (cMm) 138,44 12,4 2,59
ODB 1% 97,89 11,63 2,24
DXKEJI% 95,90 14,10 2,04

IIpumeuanue: npumeHscs Metoa pacuera t-kpurepust CTbroieHTa

VY nereit u3 rpynnsl lla moka3arenu ObLIM BbINIE, 4eM B rpyire la: macca Tena

coctaBmiIa B cpeaaem 48,23k, pocT B cpearem 162,46 cm, ODB 1 —74,92 %, ®XKEJ1%

—84,54 %,

I10

JIAaHHBIM,

IMOJIY4YCHHBIM

pu

MyKoBHCIH1030M 201671, (Tabnuma 18).

aHaJIn3c

Peructpa  00dBHBIX

Ta6auna 18 — AHTpornoMeTpudecKkre JaHHBIC U MOKa3aTean GyHKIUNA BHEIIHETO
JIbIXaHHUs Yy TareHToB B noarpymre 16

Cpeanee CpeaHee KBaJpaTHYHOE CranapTHoe OTKJIOHEHHUe
IMoka3arennb . .
3Havenue (M) OTKJIOHeHHE ( 6) cpeaHel apudmernyeckoi (m)
Macca Tena (kr) 48,23 9,27 2,68
Pocrt (cm) 162,46 9,91 2,86
ODB 1% 74,92 21,07 4,02
DOXEJI% 84,54 16,43 2,14

IIpumeuanue: npuMeHsics Metoa pacuera t-kpurepus CTbroeHTa

VY nereit u3 rpynnsl |16 nokazarenu Obuin Bbille, yem B rpymme [6: mMacca Tena

coctaBuiia B cpenHem 48,23kr, poct B cpeaHeM 162,46 cm, OOB 1 % — 74,92%,

OXEJ1% — 84,54 %, 1o naHHBIM, NOJyYEHHBIM IPU ocMoTpe AeTel B Teuenuun 2021 .,

a TakKe JaHHBbIM Peructpa 00mbHBIX MyKoBHCHHA030M 2021 1. (Tabmuma 19).
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Tabdaunma 19 — AnTpornoMerpuyeckue JaHHbIE U MOKa3aTeNId (PyHKIIMU BHEIIHETO
JbIXaHus y nareHToB B noarpymme 116

MoKa3aTels Cpennee CpenHee KBaJpaTHYHOE CTaHf[apTHOC OTKIIOHeHHe
3naueHune (M) OTKJIOHeHHeE (£ ©) cpeaHell apupMeTHdecKoi (m)
Macca rena 51,76 8,84 1,98
(kr)
Pocr (cm) 165,73 8,2 1,83
O®B 1% 85,22 16,13 3,03
OXEJI% 91,20 11,76 2,22

IIpumeuanue: npuMeHsics MeToA pacuera t-kpurepusi CTbroieHTa

B pesymbrare  aHanmmM3a  JAaHHBIX,  TOJYYCHHBIX  TPH  CPaBHECHUH
aHTPOIIOMETPUUECKUX IMOKa3aTene y meredt B | m |l rpynmax, BBISIBICHBI JTydITne
nokazarenu B rpymnme Il. Macca Tenma y mamueHntoB mnoarpynmel lla cocraBmia
30,47 xr, a y maruenToB noarpymnmsl la cocraBmna 28,02 kr, uro Ha 8,7 % Oosibiiie
(p=0,230). ¥ nereit u3 moarpymmsl 116 mokas3arens Macchl Teaa coctaBuia 51,76 kr, a B

noarpymmne 16 — 48,23 kr, uto Ha 7,3 % Oounbiie (p=0,297). /lanHble peicTaBlieHbl Ha

pucyHke 23.
60
50
51,76
£ 40
)
o
= 30
§ 30,47
(©
S 20
10
0
Macca mena (k2) 6-12 nem (nodepynna a) Macca mena (ke) 13-18 nem (nodepynna 6)
B JlopHa3a ToJbKO B Buze uHramsiuii B H/TT (rpymma 1) JIBe uHTamsimu qopHasa aibgha (rpymma 1)

Pucynoxk 23 — Ilokazarenu maccol Tena y gereid ¢ XPCcHII rpynnet | u rpynmst 11 B 3aBucumoctu
OT BHJIa TEpANIUKU
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Poct y nereit, BKitoueHHBIX B moArpymnmy lla okaszancs Oonblie, 4eM y MalueHTOB
noarpymnmsl la Ha 3,6 % (138,44 cm mpotuB 133,57 cm, p = 0,240), a y nereii u3
nonrpynns! |16 gannbIil nokazatens 6ombiie, yem B noarpynme 16 Ha 2 % (165,73 cm

npotuB 162,46 cm, p = 0,342). [laHHbIC TPECTABIICHBI HA PUCYHKE 24.

165,73
140
120 138,44

E. 100
G

o 80
a

60

40

20

0

Pocm (cm) 6-12 nem Pocm (cm) 13-18 nem
B JlopHa3za Tonbko B Buje uHrassiiuii B HIT JIBe uHTANAIMK JOpHAa3a anbha

Pucynok 24 — Ilokasarenu pocta y nereit ¢ XPCcHII rpynmst | u rpynmet |1 B 3aBucuMocTa ot
BHJIA Tepaluu

CpaBHEeHHME JaHHBIX, MOJIYYEHHBIX MpH aHanu3e nokazarened OB/l rpynn | u Il
IPE/ICTaBICHBI HAa PUCYHKE 25.

100,00% B JlopHasa Tosibko B Buje uHramsiuuit B HJAIT JIBe nHramAIMK J0pHa3a anbga

90,00% SR 95,90%

91,20%
88,36% 89,40% ’
RS0 85,22% 84,54%

80,00%

70,00% 74,92%

60,00%
50,00%

40,00%

Ioka3arenu @B/ B %

30,00%
20,00%
10,00%

0,00%

O®DB 1% 6-12 JIET O®B 1% 13-18 JIET DKE% 6-12 JIET DIXKEJ% 13-18 JIET

Pucynok 25 — Ilokazarenu ¢yHkuun BHemHero asixanust y geredt ¢ XPCcHII rpynmer [ u
rpynnsl [I B 3aBHCUMOCTH OT BHa TEpAUU
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B pesynbrare aHanu3a NaHHBIX, MOJYYEHHBIX MPH OIECHKE (DYHKIIMU BHEITHETO
JBIXaHUS B TIPOIICHTAX OT JOJHKEHCTBYIOIIETO, BBISIBICHO, YTO 00heM (OPCHPOBAHHOTO
BbIIOXa 3a TEpPBYI0 CEKYHAy MaHeBpa (HOPCHPOBAHHOTO BBIJOXA Yy MAIMEHTOB,
BKJIIOUEHHBIX B noarpyimmy lla 6omeine, yem y mamueHtoB noarpymmsl la Ha 9,53 %
(97,89 % npotur 88,36 %, p = 0,048), a y manueHToB, cocTaBUBIIKX moArpymmy 116
JaHHBIN TIOKa3aTelb 0oJbIe, ueM B moArpyrre 16 Ha 10,30 % (85,22 % npotus 74,92, p
= 0,049). Takxe mokaszareaud (OPCUPOBAHHON KHU3HCHHOW E€MKOCTH JICTKHX Yy ICTEH,
BKITIOYCHHBIX B oArpymnmy lla Beime, yem y manuenToB noarpymis la 6,50 % (95,90 %
npotus 89,40 %, p =0,041), a y aereit, cocraBuBIux noArpynmy |16 naHHbIi mokazarens
Oosblie, yeM B oarpyiime 16 6,66 % (91,20 % npotus 84,54 %, p = 0,038).

Ha ocHOBaHWM TONYYEHHBIX JAHHBIX MOXKHO CJII€JIaTh BBIBOJ, YTO YBEIHMYCHUE
nokazarened ®BJ[ B mporeHTax OT JOMKHOTO 3HAYEHUs Yy TManueHToB rpynimsl |,
KOTOpPBIE MOTyYaly Ba BU/A WHTAALIMOHHOTO BBEJACHUS MYKOJIHUTHYECKOTO MpemapaTa
nopHa3a anb(da: 3HIOOPOHXHMANBHBI W HMHTpaHa3aJbHBIN, TOBOPUT O JOCTOBEPHOM

JydniceM KIMHHYCCKOM 3(1)(1)€KT€ IIpHu IPUMCHCHHUHA HpGIIJIO)K@HHOﬁ CXCMBI JICUCHUAI.

6.2 KatamHecTHYeCKHUe JaHHbIE MANlUeHTOB rpynnbl | u rpynnsi 11

brla mpoBeneHa OneHKa KIMHWYECKOW 3(PGEeKTHBHOCTH TPEII0KEHHOTO METOa
JeUeHUs ManueHToB ¢ MB, BKIIIOYaromero MOMOTHUTEIBHYIO K HIOOPOHXHATHHOM
UHTIAIAN C  TOMHYECKHMM  MYKOJHMTHYECKMM  TIpermaparoM JopHaza  aibda
WHTpaHa3aJbHYI0 MYJIbCUPYIONIYI0 HMHTAISIMI0 C JOCTaBKOW IMpemapara B 00JacTh
OKOJIOHOCOBBIX Ma3yX, B TCUCHHE MATUJIETHEro HaOmroicHus 3a marueHtamu [ u |l
TPYIIIIBI.

OneHuBamMCh  CIHEAYIONIME TOKAa3aTeld: 4YacToTa TPOBEJACHUS IMAIMCHTY
XUPYPTHUECKOTO JICUCHHS, IOTPEOHOCTh M MPOJOJDKUTEILHOCTh BHYTPHUBEHHOU

aHTH6aKT€pI/IaHBHOﬁ TCpaliy; 4YaCcToTa W MIPOAOJIKUTCIBHOCTL TOCIHHUTAIN3AlUU

(Tabmuma 20).
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Taboaunna 20 — Karamuectuueckue nanneie aete rpynmnsl | u rpynmet | 3a nsate et

KosuuecTBeHHBIE TOKA3aTEH B IPynmnax
Karamuectuueckue CpapHeni
['pynma | (n = 28) I'pynma Il (n = 43) p value
JaHHbIE
[Toarpynna | [Toarpynna | I[loarpynna | Iloarpynna
a(n=15) 6(n=13) | a(h=23) 6 (n=20)
Uwucno onepanwmii Ha OHIT 2 2 0 1 p = 0,048
[TpoaomkuTensHOCTh B/B
a/0 Tepanuu B JHSX (B 147 /9,8 125/9,6 212 /9,2 97/4,85 p = 0,008
nojrpymnmne/Ha 1 yenoBeka)
[IponoKUTENBHOCTD
POSHETATHSAIIN B EOVKE™ | 120/80 | 80/61 | 177/76 | 67/34 | p=0,046
nHsix (B moarpymre / Ha 1
YEJIOBEKA)

IpuMeyanue: MpUMEHSICS METOJ pacueTa KpuTepus Koppensuu -Croupmena u y 2

3a 5 ner HabmioneHuit B rpynne | xupypruueckoe siedeHue mnotpedoBaioch 4
netsm, a B rpymme |l 3a ToT ke cpok ObUT mpoonepupoBad 1 pedeHok (p=0,048), uro
MO3BOJISIET TOBOPUTH O 3(P(HEKTUBHOCTH TMPEMIOKEHHOTO METOJa KOHCEPBATHBHOMU
Tepanuu.

[Ipu oneHke MaHHBIX, NOJYyYEHHBIX IpH aHanu3e B rpynnax | u I, gocroBepHo
MEHBIIIE OblIa MPOJOIKUTEIFHOCTh TOCIUTANM3AIMKA JeTe U KOJIWYEeCTBa KypCOB
BHYTPHUBEHHOU aHTHOAaKTepUabHOM Tepanuu B rpymme |l.

YMeHbImmiach MIPOIOJDKATETLHOCTD Ha3HAYCHUSI BHYTPHUBEHHOM
aHTUOAKTEepUaANbHON Tepanuu y aeteit B rpymnmne ||, momyuyaBmux nBe unransiuu. Taxk,
JUTUTEIIbHOCTh BHYTPUBEHHOM aHTHOAKTEpUAILHON Tepaluy COCTaBUIIA: B MOATpymie la
— 9,8 nHeit 3a roa Ha 1 yenoBeka u 9,2 nHs 3a roa Ha 1 yenoBeka — B noarpymre lla; u
9,6 nueit Ha 1 yenoBeka — B noArpynne 16, mpotus 4,85 nHEl 3a roJ1 Ha YeIOBeKa — B
noxarpymnme 116 (p = 0,008).

[Tpo10KUTENEHOCTh TOCTIUTANIU3ANK Y JeTel u3 rpynmsl |l Obita qocToBepHO
menbiie (P = 0,048) u cocrasuna: B moarpymme la— 120 koitko-aHei (8 kolko-aHEH Ha
yeyoBeka) B roxa npotuB 177 (7,6 xoiiko-mHeil Ha dvenoBeka) B noarpynne lla; B
noarpymie 16 — 80 aueit Bcero (6,1 koiiko-aHel Ha yenoBeka) npoTuB 67 (3,4 KOWKO-
JHEHW Ha denoBeka) B noArpymme 16.

Takum 06pa3oM, Ha OCHOBAHWHU MOJIYYEHHBIX JaHHBIX MOKHO CAENIATh CIAEYIOIINE

3aKJTIOYCHUS: TIPUMEHEHUE JOMOTHUTENBHON K IHIOOPOHXMAIBHOW HWHTPaHA3AJTbHON
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MHTAJISIMY MyKOJIMTHKA OpHAa3a ajib(a npu ¢ noaayei npenapara mno 1,25 Mr B Kaxxyro
nosioBuHy Hoca y nereid ¢ XPCcHII mpuBeno k ynydieHuto (yHKIHUMA BHEIIHETO
JBIXaHUsS, TI03BOJUJIO JOOWTHCS CHIDKCHHS YacTOThI HEOOXOIUMOCTH Ha3HAYCHUS
BHYTPUBEHHON  aHTHOAaKTepHalibHOM  Tepanmuu y geredl w3 |l rpynmsi,
MPOAOJKUTEIBHOCTH CPOKOB HAXOXKJCHHUS JIETEM HA CTALIMOHAPHOM JIeUeHHH. TaKkxke y
MAMEHTOB Ipymnbl [I yMEHbIIUIOCH YHCIIO XUPYPTHUYECKUX BMEIIATEIBCTB B MOJIOCTH
Hoca u OHIIL. Kpome Toro, oTMe4eHo yJydllIeHHE MOKAa3aTeNeld MacCchl Tena, pocTa, y
nanueHToB rpynnsl |, mosydyaBmIMx MOMONMHUTENBHBIE WHTpaHA3aJIbHbIE WHTAJSINH,
OJIHAKO BBISBIICHHAs PAa3HUIA HE JOCTUTJIA JOCTOBEPHBIX 3HAUCHUM.

Ha ocHOBaHMM CpaBHEHHS IIOJIYYEHHBIX JAHHBIX PEKOMEHIAIMs Ha3HAYCHUs
BTOPOIl 7103bI Mpemnapara JopHa3a ajlbda B BUJIE MYJbCUPYIOIIUX HHTPAHA3ATBHBIX
uHramsauid getsMm ¢ XPCcHIT npu MB  sBiseTcss 1ienecooOpa3HOM, KIMHUYECKH
3¢ (hexTUBHOM, MO3BOJIAONIEH AeicTBYIoEMY BemiecTBy Aocturate OHII, npu ycnosuun

OTCYTCTBUA BBICOKOM CTEIICHU ITOJIMII03a HOoca M 0JI0Ka 0CTEOMeaTaIbHOI0 KOMILIEKCA.

6.3 AJIFOpI/lTM BE€ACHUSA MAMUEHTOB ¢ MYKOBUCIIUI030M

Ha ocHOBaHMM pe3yJbTaTOB UCCIENOBaHUs, ObUI pa3paboTaH KIWHUKO-
JMarHOCTUYECKUN  aITOPUTM  MEXKAUCIUIUIMHAPHOTO  BEACHUSA  MAIlUEHTOB  C
MYKOBHUCIHI030M, MO3BOJISIIOIINI CBOEBPEMEHHO BBISIBUTH MMATOJOTHIO MOJIOCTHA HOCA U
OKOJIOHOCOBBIX Ta3yX, ONPEAEIUTh aJCKBATHYIO TAKTUKY JICUEHHUS, CIIOCOOCTBYIONIYIO
OCIIA0JICHUIO TSDKECTH TEYCHMs] MYKOBHCIIMI03a KaK TMOJMOPTAaHHOW MaTOJOTUU U
VIYYIICHUI0 KauecTBa JKU3HU TmanueHToB. (Cxema anroputmMa amMOyJaTOpPHOTO
COTIPOBOKJICHUSI JIETE€H C XPOHWYECKUM PHUHOCHHYCUTOM TIpU MYKOBHCIIU03€
MPECTaBJICHA B IPUJIOKEHHUH 3.

[Ipy ycTaHOBJIEHWM JAMArHo3a MYKOBUCIMAO3 BpadyoM TEIUATPOM WM
MyJIbMOHOJIOTOM M TIOCJI€ €T0 MOATBEPKIACHUS Ha OCHOBE BBIMIOJHEHUS MIOTOBOTO TECTa
u onpenenenus mytanun reHa CFTR, pe6énok Hanpasnsercs B LlenTp MmykoBuciugosa

AJI1 JUCITAaHCEPHOT O Ha6J'IIOJI€HI/I$I.
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B IlenTtpe MykoBHCLHI032 PEOEHOK OCMATPUBAETCS BPAYOM-CIELUAIUCTOM TIO
MYKOBHUCHHUI03Y, KOTOpPBIA HAIpPaBIIAET IMAIMEHTAa B 3aBUCHMOCTH OT MOKa3aHUU K
CHEHHUAINCTY MO KHHE3HOTEPAllMH, MEIWLIHMHCKOMY IICHUXOJIOTY, TaCTPOIHTEPOJIOTY,
Bpauy-T€HETUKY, IUETOJIOTY, KapauoJIOry, SHIOKPHHOJIOTY, OTOPHHOJIAPUHIOJIOTY,
orampMmorIory, Bpady 1o jeueOHon (HU3nIecKoi KyIbType.

Bpau-criermanuct 1o  MyKOBHCIMAO3Y, JOJDKEH HamnpaBUTh peOEHKa Ha
KOHCYJIbTAIIMIO K Bpady-oTopuHoJapuHroiory. Ilpu cOope xamod® u BBISICHEHUU
aHaMHe3a TmanveHTa ¢ MB  Bpady-OTOpUMHOJIAPHUHIONOTY KOHCYHbTaHTy lLleHTpa
MYKOBHCIIMJI03a L€Jeco00pa3HO NPUMEHATh pa3pabOTaHHYIO aHKETy Ha OCHOBaHHUH
BaJIUMPOBAHHOIO OMPOCHMKA JUTs mocTaHoBKU Auarnoza XPC y aereit (SN-5), a Taxke
UCITIOJIb30BaTh BU3YaJIbHO-aHAJIIOTOBYIO MKy JJI1 OEHKH KaueCTBa KU3HU.

BelmosiHEHHE 3HIOCKONUYECKOTO OCMOTpPa MOJIOCTH HOCA U HOCOTJIOTKH SIBIISIETCS
00s3aTeNbHBIM MPU KaXkI0M ocMoTpa pedénka ¢ MB JIOP-Bpauom.

Yactota ambynaTtopHoro HaoOmogeHus nauueHToB ¢ XPC mpu MB nomxna
COCTaBJIATH | moceleHne B 6 MecsIeB WK Yalle, Npu Hanuuuu odboctpenuit XPC.

[Ipn oTCyTCTBUM NPU3HAKOB PUHOCHUHYCHTA JIeueHHUE nanuenTa ¢ MB npoBoauTcs
Ha OCHOBaHMM PEKOMEHJALNM Bpada-cnenuanucra mo MB.

[Ipn BBISIBIEHUM TPU3HAKOB XPOHUYECKOTO PHHOCHHYCUTa O€3 Ha3aJbHOIO
nosno3a win XPCcHII u oTcyTcTBHEM BbIpake€HHOM OOTypallMi OCTHOMEATAILHOTO
KOMIUIEKCA IIOJMIIO3HO H3MEHEHHOW CIAM3UCTON 00osoukoi (1-2 CT. Ha3aIbHOrOo
MOJIUII03a) COBMECTHO C JI€YallMM BpayoM IyJbMOHOJOTOM MPOBOJUTCS MOAOOP
KOHCepBaTUBHOW Tepanuu. [lomumo Oa3uWcHOM Tepanuu, MEIMKAMEHTO3HOE JICUCHUE
JOJKHO BKJIFOYATh PETYJISIPHYIO UPPUTALMOHHO-3IMMUHALMOHHYIO TEPAIUIO COJIEBBIMU
pactBopamu. [lo Tmoka3aHWsIM Ha3HA4YaeTCs TONMWYECKas ¥/ WiIM  CUCTEMHas
aHTHOaKTepHalibHash Tepamuss C yYeTOM pe3yJbTaTOB  MHKPOOHOJOTHYECKOTO
UCCJIEIOBAHMS MATOJOTUYECKOIO OTAEISEMOr0 W3 BEPXHUX M HIDKHHX OTHAEIOB
JbIXaTEJIbHBIX MyTeH C OIpeAesieHHeM 4YYBCTBUTEIBHOCTH K aHTHOAKTEpUATbHBIM
npenaparaM, a TakkKe C YYEeTOM paHee IMPOBOJAUMBIX KYpCOB CHCTEMHOM
aHTUOAKTepHATHHOU TEepanuu. Heo6xoaumo Ha3HAYCHUE Nul'KC c

MIPOTUBOBOCIAINTEIBHON U POTUBOOTEYHOM LIEIIBIO.
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B cxemy nedyeHust nereil JOHKHBI ObITh BKIIFOUEHBI MHTAISAIUN ¢ MyKOJIUTUYECKUM
IpernapaToM JOopHa3a anb(a Kak JIJs Tepalluud HUKHUX OTIEJIOB JIbIXaTelIbHbIX MMyTEH,
TaK U MYJbCUPYIOUIME WHTPAHA3aJIbHBIE HMHIaJISUUU ISl JOCTABKU JIEKAPCTBEHHOIO
npernapara B I0JIOCTh HOCA U OKOJIOHOCOBBIE MA3yXH.

[Tpu HanMuuM Ha3aJILHOTO TMOJIUIO3a 3 CTETEHU U 0oJiee, C BRIPAXKEHHBIM OJIOKOM
OCTUOMEATaTbHOTO KOMIUIEKCa U HedI((EKTHMBHOCTH MPUMEHEHHS TOMHYECKUX
UHTPAHA3AJIbHBIX MHTAIAIUM €  MYKOJIMTUYECKUMH M aHTUOAKTEpUAIbHBIMU
npenapatamu HeoOxonumo HasHaueHue KT wuccnemoBanme OHIIL, mo pesynbraTtam
KOTOPOTO ONpeJeNsieTcs JanbHelas iedeOHas TakTHUKA.

[Ipy HanMuMM TNOKa3aHW K OIEPAaTUBHOMY JICUEHMIO IpEAOoIepaliOHHas
MOJATOTOBKA U MOJ00P NPEIONEPALMOHHOIO U MOCIEONEPAIMOHHOTO Kypca CUCTEMHOM
aHTHOAKTEepPHAJIbHOM Tepanuu IPOBOAUTCS OTOPUHOIAPUHIOJIOTOM COBMECTHO C BpauoOM-
yJIbMOHOJIOTOM, CHEIUAIMCTOM MO0 MYKOBHCIMA03Y. Upe3BbIYailHO BaXKHBIM B ILJIAaHE
IpPENONEPalMOHHON TMOATOTOBKUA TMAlIMEHTA SIBJISETCA KYNHPOBAaHUWE OO0OCTpEHUN
JIETOYHOW MaTOJIOTUH.

Tepanus naueHTa, Kak B paHHEM, TaK U B TO3HEM NOCJIEONEPALIMOHHOM IEPHOJIE
JIOJKHA BBIMIOJIHATHCS B paMKaxX PEryJisipHOro aMOyJIaTOPHOTO HAaOJIOEHUS BpavuoM-
OTOPUHOJIAPUHT OJIOTOM COBMECTHO C IYJIbBMOHOJIOTOM.

Bpau-oTtopuHonapuHrosior Ha aMmOyJIaTOpHOM MpuéMe JOJKEH MPOBOJIUTH
UPPUTalMOHHO-3JIMMUHAIMOHHYI0 Tepanuio U JIOP-MaHuUIySIuK, BKIFOYAOIINE, KaK
MIPOMBIBAHHE MTOJIOCTH HOCA METO/IOM NEPEMEILICHHUS, TAK U IPOMBIBAHHUE OKOJIOHOCOBBIX
nasyx nocjue QyHKIMOHATIbHOM PUHOXUPYPIHH Yepe3 UCKYCCTBEHHO CO3/IaHHbIE COYCThs
C BBEJICHUEM B I10JIOCTh OKOJIOHOCOBBIX Na3yX JIEKAPCTBEHHBIX MPENAapaToOB.

[locne  mpoBEeAEHHOT0  XUPYPTrUYECKOTO  BMEIIATEIbCTBA  HA3HAYAIOTCS
IPOMBIBaHHE MOJOCTU HOCA OONBIIUM 0OBEMOM HM30TOHMUYECKOTO COJIEBOIO PacTBOpA,
KOTOPBIC BBITIOJNHSIIOTCS TMAIMCHTaMU M\ 3aKOHHBIMH TpencTaButeasmu. [locie
MPOBEICHUS] XUPYPIMUECKOTr0 BMENIATeNIbCTBA MAalMEHTaM TpedyeTcs peryssipHoe
amMOyJ1aTopHOE HaOIOIEHWE OTOPUHOJIAPUHIOJIOTAa C MEPUOJUYHOCTHIO pa3 B IIECTh
MECAIIEB WK Yallle, MPY HAJTUYHUHU Kajao00, UIsl OLEHKH cOoCcTosiHUA rmonoctu Hoca u OHII

Y KOPPEKLIHH JICYEHUS.
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[TonOop aHTHMOaKTEpUANIBbHOW TEpANUKU BBIMOJIHIETCS C YYETOM pE3yJIbTaTOB
MPOBEICHHOTO0 MHUKPOOUOJIOTMYECKOTO MCCIEI0BAHMS MATOJIOIMUYECKOTO OTEISIEMOTO
HIDKHUX ~ OTJEJIOB JBIXaTEJbHBIX MYyTel ¢ HUHTPAONEPALUOHHO TMOJIYYEHHOTO
OTIIEISIEMOTO  OKOJIOHOCOBBIX  TazyXx Ha ¢GJopy ©  UYyBCTBUTEIBHOCTH K
aHTHOAKTEpUaATbHBIM IIpenapaTaMm.

Takum 00pa3oM BeleHUE MAlMEHTa, TOA00P U KOPPEKIUs Tepanuu, B TOM YUCIIE U
MOCJE MPOBEAEHHOIO XHUPYPTHUUECKOTO BMEMIATEIbCTBA, JOJKHBI OCYIIECTBIISIETCS
COBMECTHO BpPayOM-CIIEIUAIUCTOM 1o MYKOBHUCIIUI03Y u BpauyoOM-

OTOPHHOJIAPUHIOJIOT'OM.
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KIMHNUYECKHUE CJIYYAHU

Kaunuveckuii npumep Ne 1

[Tanmentka I'. npeBouka, 2010 roma poxnaeHus. B MOCKOBCKOM LIEHTpeE
MYyKOBHCIH 1032 Habmogaetcs ¢ 23.09.2014.

Kannnuyeckuii quarno3: MyKoBUCLIHI03, CMellIaHHas (opMa CpeHEN TSHKECTH.
XpOHUYECKUN OOCTPYKTHBHBIA THOMHBIH OpOHXUT. XpOHUYECKas IMaHKpeaTH4ecKas
HEJIOCTATOYHOCTh. XPOHUUYECKUN PUHOCUHYCHUT C Ha3aJIbHBIM MOJHUIIO30M.

ConyrcrByromuii AMar103: BpoxXaeHHbBIN THIOTUPEO3.

MukpoOuosiornyeckuii craryc: XpoHUYECKas CTa(pUIOKOKKOBas HWHQEKIHI.
Wutepmutupytomuii BeiceB P. aeruginosa (B anamuese 10 2015 r.).

IeneTuyeckuii quarno3: F508 del\F508 del

JlaHHBIe aHAMHe3a: JUarHo3 MyKOBHCIMI03 YCTAaHOBJIEH B BO3pacTe 4-X MECSLEB
Ha OCHOBaHUU IOJIOKUTEIBHOIO PE3YJIbTaTa NOTOBOM MPOObI U KJIMHUYECKON KapTHUHBI:
HaJIM4YMe KUIIEYHOIO CHHApPOMA, HEJAOCTAaTOYHAas NMpuOaBKa B Macce Teja, PELHJIUBbI
0oOCTpYKTHBHOTO OponxuTa. B Bo3pacte 7 MecsieB mnpu MHUKPOOHOIOTHYECKOM
WCCIICIOBAaHMHM MOKPOTHI 0OHapyskeHa P. aeruginosa. Pe6énky ¢ Bo3pacrta 7 MecsLeB 10
IATA  JIET TPOBOJWIMCH KypChl aHTHOAKTEpUAIbHOM Tepanuu, BKIKOYAIOLIUE
(MHOTOKpaTHbIE KypChl MHTASIIIMIOHHOW M CHUCTEMHOW aHTHOAKTEPUAIBHOU TEparuu):
KOJMCTUMETAT HATpUsl MHTATALMOHHO, JBa Kypca BHYTPUBEHHOW Tepamnuu
UIpo(IOKCALIMHOM U YEThIpE Kypca NepopajIbHON Tepanuu MpernapaToM a3uTPOMULIMH.
B utone 2014 r. 6pu1a rocnuTann3upoBaHa ¢ Juarno3oM «MHBaruHanus kumedHukay. C
2014 r. B cBa3u ["acTpoazodareansHoit pedIrOKCHOM OOJE3HBIO JIIUTENBHO TOydasa
OMenpasoJ.

B 2014 r. neBouka IIOCTaBJIECHA HAa y4YeT B LEHTp MyKoBucuuuaosa. Ilpu
UCCIICIOBAaHUK OTAEIsIeMOro u3 OpoHxoB BhissBicHa P. aeruginosa 10*4 KOE. Ilpu
nposeneann KT wuccnegoanust OI'K ompegensuich y4dacTku JIoKambHOTO (hribposa
n€royHoi TkaHu. Ha KOHCynbTanuio K OTOPUHOJAPUHIOJIOTY PEOCHOK HANpaBiieH HE

o611, KoMnbloTepHas Tomomrpadus OHII He OpuTa Ha3HAUEHA.
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Ha cnenyronuii mpuém B Llentp MB pe6énok obOpatuics B 2016 roay. Jleuanum
BpadyoM-fiequaTpoM mamueHT Obu1 Hampasien Ha KT wuccnegoBanme OHII, no
pe3yapTaTaM KOTOPOTO BBISBICHBI TMPU3HAKA XPOHHYECKOTO TIOJMCUHYCUTA C
00Typaleit 0CTHOMeaTaIbHOTO KOMIUIEKCa M MTPU3HAaKaMU Ha3aJIbHOTO MOJIMI03a CIIeBa.
Omnenka pe3ynbratoB KT wuccnemoBanmst OHII cootBerctByer 13 Oamiam mo mkaie

Lund-Mackay (pucyHnoxk 26).

Pucynok 26 — KT uccnenosanue OHII nanuentku I' ot 2015 r.: A — KopoHapHast IpOeKIHs,
— aKcHaJIbHas IPOEKLUs

bbuta Ha3HayeHa KOMIUIEKCHAs! Tepamusi, BKIIOYAOIas MHTAISIUOHHYIO MOJady
KOJUCTUMETaTa HaTpUsl JJIUTENBHOCTbIO 6 MecsleB; BHYTPHUBEHHOE BBEJCHUE
nunpogIoKcalHa JUIMTENbHOCThIO Ha 14 nHelt. KonuctumeraT HaTpus U TOOpaMHUILIMH
B BUJIE MHTAJSIMI ObUT HA3HAYEH Kypcamu 110 28 aHeil peryisipHo 10 2017 r. HazHauensl
SHA00pPOHXHMAbHBIE MHTAJSIIIMY MIpenapara AopHa3a anb(a B J03upoBke 2,5 Mr 1 pa3 B
JIeHb MOCTOSIHHO. PexomentoBaHo HabmoaeHue JIOP-Bpaua 1o MecTy JKuUTeNbCTBA.

JleBouka Obula BIEpBBIE HAMNpPABICHA HA KOHCYJIbTALMIO OTOPWUHOJAPUHIOJIOrA
NEJUATPOM M0 MECTY JKUTEJIBCTBA B CBSI3U C PE3KUM 3aTPyJTHEHHEM HOCOBOIO JBIXaHUS
B 2016 roxy. PeOEHOK mpeabsaBiIsil xkanoobl Ha: 3aTpyJHEHHE HOCOBOIO JbIXaHUs Ooee
1 ropna, xamenp, HATMYKME OTAEIAEMOTO U3 HOCA, CTEKAIOLLETO 110 3aJHEN CTEHKE TJIOTKH.

[Ipu JIOP-ocmoTpe oTMeuancsi OTEK CIM3UCTOM OOOJOYKM HOCOBBIX PaKOBHH,
OoJbllIe cleBa, HAJUM4YME IMOJMIIO3HON TKaHU B OOJACTH CPEIHEN HOCOBOM PaKOBUHBI,
o0TyTpupyIOILIel OcTeoMeaTalbHbI KOMIUIEKC C ABYX CTOpPOH. CIM3HCTO-THOMHOE

oTzemnsieMoe B OOIIUX M CPETHUX HOCOBBIX X0J1aX, O0JbIIE CripaBa.
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Knunanueckuit nuarHo3: MyKOBHUCIMA03, cMelaHHas ¢opMa CpeaHeil TIKeCTu.
XpoHUYECKUH OOCTPYKTHBHBIH THOWHBIM OpPOHXMUT. XPpOHUYECKAs MaHKpeaTHdecKas
HEJIOCTATOYHOCTh. XPOHUYECKUI PUHOCUHYCHUT C Ha3aJbHBIM MOJHUIIO30M.

Juarno3: XpoHU4YeCKUd pUHOCUHYCUT C Ha3aJbHBIM MOJUI030M ObUT YCTaHOBJICH
BIIEPBBIE.

JIOP-BpauoM 1O MECTy JKUTEIbCTBA MAllUEHTKE OblJJa PEKOMEHJI0BaHA
KOHCEpBaTUBHAs TEpanus:

* bexnnomeTazoH MHTpaHa3adbHO MO 1 03€ B KaXKIy10 NOJIOBUHY HOca Ha | mecsu;

« JlekcameTazoH + HEOMUIIMH + MOJUMHUKCUH B + hennnmrdpun nHTpaHazaibHO MO
1 BrpeicKy 3 pa3a B JicHb Ha 14 qHel;

* ©)KCJJHEBHAsI HMPPUTALIMOHHO-3JIMMHHALIMOHHAA Tepanusi C HW30TOHUYECKUM
pacTBOpoM XJiopuaa HaTpus He MeHee 20 MJI B Ka)K/y10 ITOJIOBUHY HOCA € MOCHEAYOIIEH
acCrupaIen.

JlnHaMu4ecKkoro HaOIIOICHUS U JICUCHUSI Y OTOPUHOJIAPUHTOJIOTa PEKOMEHIOBAHO
He ObLIO.

Ha cinenyromyto koHcynpTanuio B [{lentp MB peOEHOK mocTymnui CiycTs JiBa rojia
B 2018 romy. Pe6EHOK ObLT HampaBiieH Ha KOHCYJIbTAIUIO Bpaua-0TOPUHOJIAPUHTOJIOTA B
[lenTpe MyKOBUCHMAO03a JJIsl TPOBEIACHUS SHIIOCKOMMYECKOTO MCCIEAOBAHUS TOJOCTH
HOCa U HOCOTJIOTKH.

[Ipn ocmoTpe manMeHTKa TPEeabABIsIA KaloObl TMAIMEHTKH Ha BBIPAKEHHOE
3aTpyJHEHHE HOCOBOIO JbIXaHUsA. 3a mociaeaHue 12 MecsueB y NauueHTKu 6 dMHU30/0B
obocTtpenust puHocunycuta. [1lo pesynbrataMm MUKpOOHOJOTUYECKOTO HCCIICIOBAHUS B
oTIeNsieMOM U3 OpOHXOB BbienieHa (iopa: S. aureus 10*5, a mo pesynpTaTaM mocena
OTJIEJIIEMOr0 U3 IIOJIOCTH Hoca S. aureus 10%*5.

[Ipu oObexkTBHOM ocmotpe JIOP-opranoB ompenensieTcsi OTEK CIU3UCTOU
000JIOYKH CPEIHUX W HHUKHUX HOCOBBIX PAKOBUH, CIU3UCTO-THOWHOE OTJEIISIEMOE,
NPEUMYILIECTBEHHO B 0O0JacTH cpeAHero HocoBoro xoja. [locie aneMuzanuum u
MPOMBIBaHUS TMOJIOCTU HOCAa METOAOM TMepeMelieHus 1o Proez mpoBeaeHo
HHAO0CKOMMYECKOE 00CIIeI0BaHKE MOJOCTH HOCA, HOCOTJIOTKHU. B 0JI0CTH HOCa BhIsIBIIEHA

TIOJIUTIO3HASI TKaHb, OOTYPUPYIOIIAsl CPEIHUNA HOCOBOM XOJ, HO HE Ipojabupyromas B
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06H1Hﬁ HOCOBOH X0, 4TO COOTBECTCTBYCT I creneHu Ha3adbHOIO MOJWIO3a CJI€BA M
CIIpaBa I10 L.V. Johansen. B HOcornoTke BU3YAJIM3UPOBAHA TKAHb aICHOUIA0B, KOTOpAaA

HepeKPBIBAET MPOCBET X0aH Ha 1/3 u He mponadupyeT B X0aHb! (PUCYHOK 27).

A b
Pucynok 27 — DHaOCKONMYECKas KapTHHA IOJIOCTH HOCA W HOCOTJIOTKM TanueHTKH [T ot
2018 r.: A — obGmnacTh ocTHOMEAaTaAILHOIO KOMIUIEKCA, b — HocorimoTka

**k*k

* — Ha3zaJIbLHBIN II0JIMII, ** CpeaHsgasa HOCOBAA paKOBHUHA, —TIJI0TOYHasA MHUHJAaJIMHAa

B [lenTtpe MmykoBucuuio3a peoeHky nposeqeHo onpeneneuue OB/, B pesynbrare
Yero BBIABJICHO CHIDKeHHE mokaszareneit ®BJ] mo oOCTpyKTHBHOMY THITy CpeIHCH

CTETICHU TSHKECTH, TIPo0a ¢ OPOHXOIUTHUTKOM TOJOXKHUTEIbHAS (PUCYHOK 28).

Cnupomerpus + npoda

Flow [L/s] Fivex = 1
& 2
10
5
Vol [1L]
o} - [
12 4 5 & 7 B 98 10
5
10
FV in
P Bl % (Al/P) Az % (A2/P) (A2-A1) /AL
VC MAX 3] 3.37 3.59 106.8 3.77 112, 5.0
Ic (28] 2.25 2.69 119.5
ERV [(84] 1.10 0.90 81.8
FVC [84] 3.33 3.59 107.8 3.77 113.2 5.0
FEV 1 84 2.83 1.65 58.4 2.64 93.2 59.6
FEV 1 % VC MAX [%] 83.98 46.00 54.8 £9.85 83.2 51.9
PEF [L/s] 6.35 3.06 43.1 3.92 61.7 28.2
MEF 75 [L/s] 5.53 2.13 38.4 3.52 63.7 65.8
MEF 50 [L/=] 3.92 0.86 21.9 1.84 16.9 114.4
MEF 25 [L/s] 2.02 0.78 38.7 1.49 73. 90.1
MFEF 25-75 [L/s] 0.99 2.08 109.3
Openapam cansSyTamon

Bara 31.03.22 31.03.22
Bpems 12:33:02 12:48:57

Pucynok 28 — Omnpenenenune ®BJ] manmentku I' ot 30.09.2018
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VYceranoBneH auarHo3: MyKOBHCIHMI03, CMElIaHHas (QopMa CpelaHe TSKECTH.
XpoHUYECKUH OOCTPYKTHBHBIH THOWHBIM OpPOHXMUT. XPpOHUYECKAs MaHKpeaTHdecKas
HEJIOCTATOYHOCTh. ~ XPOHMYECKUWA  TOJUIIO3HBIA  PUHOCHHYCUT,  O0OOCTpEHHE,
['uneprpodus ageHou10B 1 cT.

PexoMeH1I0BaHO JieYeHne, BKIIOYAOIIee:

* ExxeHeBHBIE 00bEMHBIC TIPOMBIBAHMS HOca ¢ m3oToHmYecknM pactBopom NaCl
o0beMoM He MeHee 200 MIT TOCTOSTHHO

« OpaMuULIETUH UHTpaHa3ajdbHO 1Mo 1 103€e 3 pa3a B neHb HA 14 nHel

* MomMeta3oHa (pypoart nHTpaHa3aibHO Mo 1 103€ 2 paza B A€Hb AJITUTEIBHO

* Hrasiuu ¢ Tham(eHnKoIIa NIMIUHAT alleTHIIIUCTernHATOM 1o 250 Mr yepes Pari
sinus™ 2 pa3a B 1eHb Ha 6 nHei, DpaMULIETUH UHTpaHa3ajdbHO MO 1 A03€ 3 pa3a B I€Hb
Ha 14 nHeit

« BriepBble Ha3HaueH mpemnapaT JopHasza anbda 1mo 1,25 Mr B KaXayr MOJOBUHY
HOCa B BUJI€ MHTPaHa3aIbHbIX HHraasuuu yepe3 Pari sinus™ 1 pa3 B AeHb 10 TOBTOPHOTO
ocMoTpa. PexoMeH10BaHO MPOJIOJDKUTh 0Aa3UCHYIO TEparuio, Ha3HAYCHHYI0 BpauoM —
CHEUATNCTOM O MYKOBHCIMIO3Y B MOJHOM O0BEME, B TOM YHCJE MPOAOKHUTH
BBITIOJIHEHUE SH00POHXUATBHBIX HHTAJSIIINI C pernapaToM JI0pHa3a aibda.

[ToBTOpHBINT OCMOTp peOEHKa BpauoM-oTopuHoJapuHrosorom B Ilentpe MB
cocrosicst cnyctss rog B 2019 r. Ha Qone Ha3HaueHHOW Tepanuu OTMeuaaach
MOJIOKHUTENIbHAS AuHaMuKa. Ha MOMEHT ocMoTpa KanoObl Ha yMEPEHHOE MEPUOINYECKOe
3aTpyJHEHHE HOCOBOTO JbIXaHMS. 3a TMOCJIEIHHUI roJ OTMEUEHO 2 3Mu30/1a 000CTpeHUs
puHocuHycuta. [lpu MUKPOOHOTOTHYECKOM HCCIEAOBAHUM OpOHXHATBHOTO CEKpeTa
onpenensercs S. aureus 10*4, B otaenseMoM U3 mosioctu Hoca — S. aureus 10*5. Takum
obpasom, ¢ 2018 roma ormeuaeTcs snumuHalus P. aeruginosa.

[Tpu JIOP-ocMoTpe: HOCOBOE IbIXaHUE HE 3aTPYAHEHO, ONPEACIISIETCS YMEPEHHbIM
OTEK HI)KHUX HOCOBBIX PAKOBUH, MOJUNIO3HO U3MEHEHHAS CIU3UCTast 000JI04YKa MOJIOCTH
HOca He ompenensercs, uto coorBercTByeT 0 crenens mo L. V. Johansen, ymepennoe
KOJIMYECTBO CIIM3UCTOTO OTAEISIEMOro B IMOJIOCTH HOCAa B OOLIMX M CPEIHUX HOCOBBIX
xoaax. B HocorioTrke TkaHb aJeHOUIOB TEpEeKphIBaeT €€ mpocBeT Ha 1/5 — 1/4, He

poJIabupyeT B X0aHbI (PUCYHOK 29).
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Ha KT OHII ot 2019 r. oTMeuaeTca MOJOXKUTENIbHAS JUHAMUKA B CPABHEHHUM C
uccienoBanueM 2015 r. ITo pesynbratam onenku KT uccnenoanus OHII no mikane

Lund-Mackay5 6amroB (pucynok 30).

A b
Pucynok 29 — DOnpockonuueckass kaptuHa mnamuentku [ ot 2019 r.:. A — obGmnacts
OCTHOMEATAJIbHOT'O KOMILUIEKCA (TIOJIMIIO3HO U3MEHEHHAs CIM3UCTas 000JI04YKa He onpenaensercs), b —
HOCOIJIOTKA

Pucynok 30 — KT uccnenosanne OHII nannentku I' ot 2019 r.: A — B KOpOHApHOI MPOEKIUH,
b — akcuanbpHON npoekunu

ITo pesynsratam ompenencHuss OB/l ormedaeTcss MOJIOKUTENbHAS TWUHAMHUKA!

HapylLIeHus OpOoHXHaIbHOU mpoxoauMocTu 1no ooctpyktuBHomy Tumy. OEJI, JKEJI B
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npenenax Hopmbl. [Ipoba ¢ canpbyTamonom 400 MKT — oTpurarenbHas. B muHamuke —
cymiectBeHHbIH npupoct ODB;1% (pucynok 31).

boaunaerusmorpagusn

Flow [Ls] Fiv ex 1 riavox [nc) Hanfewsie o nonoc pra [4fla)

FV in
B Al % (al/E)

HaTa 07.06.22
Bpeus 15:17:0
Mogynk OOMHLDX Standard G g
OpenapaT c
FVC [L] 3.23 3.70 114.4 3.79 117.2 2.5
FEV 1 [L] 2.82 2.32 B2.5 1.42 50.3 -359.1
FEV 1 &% VC MAX [%] B3.96 6Z_BS 74.9 37.40 £4 .5 -40.5
FEV 1 & FVC [%] BE .01 62.91 71.5 37.40 £42.5 -40.5
MEF 25 [L/=] 1.72 0.B7 30.8 0.70 40.5 -20.0
MEF 50 [L/=] 3.38 1.96 58.0 .79 23.3 -59.9
MEF 75 [L/=] 3.33 2.31 41.8 1.43 27.0 -35.5
FEF [L/=] 6.35 5.18B Bl.6 1.77 27.9 -65.8
FET [=] .82 20.47 200.1
FRCpleth [L] 2.22 2.21 99.8
TLC L] £.50 4.11 91.5
Vo [L] 3.37 3.70 109.7
BV [L] 1.11 0.42 37.5
RV % TLC [%] 23.75 10.14 42.7
ERV [L] 1.10 1.73 63.5
ic [L] 2.25 1.80 4.4
VT [L] 0.53 1.04 136.8

Pucynok 31 — Onpenenenne @B/l nanuentku I ot 30.09.2019

Juarnos: MykoBucuu103, cMemIaHHas ¢opMa cpelHed TshKecTH. XPOHUYECKUN
OOCTPYKTHUBHBIN THOWHBIN OpPOHXUT. XpOHUUECKAs TAaHKPEATUIECKasi HEIOCTATOYHOCTD.
XPpOHNYECKUN PUHOCUHYCHT.

PexomennoBano:

® cKeIHEBHBIC 00ObEMHBIC TIPOMBIBAHMS HOca ¢ M30TOoHUYeckuM pactBopoM NaCl
o0beMoM He MeHee 200 M1 TOCTOSIHHO;

e MomeTta3oHa QpypoaT HHTpaHa3aJIbHO 1O 1 J03€ 2 pa3a B J€Hb JUIUTEIBHO;

e Jlopnaza anmbpa mo 1,25 Mr B KaxIyl0 MOJOBUHY HOCa HWHTpaHa3ajJbHbIE
uHraasuu yepes Pari sinus™ 1 pa3 B IeHb JJIUTENIBHO;

¢ 1pu 00OCTPEHUH — UHTAIAINH ¢ THAM(PEHUKOJIA TIUIIMHAT alle TUIIUCTENHATOM
yepe3 Pari sinus™ nHa 6 queit, @pamMuIieTHH HHTpaHa3aiabHO Mo 1 g03¢ 3 pasa B JeHb Ha

14 nuei.
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AHanmu3upysi IPENCTABICHHBIA KIMHUYECKHHM CIllydai, HYXXHO OTMETUTb, 4YTO
HECMOTPS Ha HaJu4ue kajo0 y peOEHKa Ha 3aTpyJHEHHE HOCOBOT'O JABIXaHUS, PUHOPEIO,
NaIMeHT He ObT CBOCBPEMEHHO HANpaBlCH JICYalldM BPayoM Ha KOHCYJIBTALUIO K
OTOPUHOJIAPUHTOJIOTY, HE OblIa MPOBEACHA aJieKBaTHas AuarHocTuka rnarosuoruu JIOP —
opranoB y naiuenta ¢ MB. B teuenue Oonee, yem 4-x jeT peOEHOK HE MOTyvall JICUSHUs
[0 TOBOAY XPOHUYECKOTO TOJIMMO3HOTO PHUHOCHUHYCHUTA, 4YTO, HECOMHEHHO,
OTPHUILATENLHO BIMUIO Ha TedeHue MB u kauectBo xu3HU peOéHka. KommuekcHoe
JeYeHue, BKJIIOYAIOIIEe COYETAaHHE HWHTPAHA3abHOM W 3HIOOPOHXUAIBHOMN
MYKOJIMTUYECKOW Tepanmuu ¢ 0a3ucHOW Tepamved MYKOBHUCLHJ03a TPUBEIO K
YIYYIICHUID HOCOBOTO JBIXaHUS, YMEHBIICHHIO 4YacToThl peuuauBoB XPC wu
YBEJIMYECHHUIO MEKPEUANBHOTO MIEPUO/IA, YITYUIICHHUIO TOKa3aTene (yHKIUHA BHEITHETO
JIBIXaHMsI, @ TAKXKE TTO3BOJIMIIO TOOMTHCS 3panukaimu P. aeruginosa.

OTOT mpuMep TMOKa3bIBAET HEOOXOAUMOCTh CBOEBPEMEHHOIO HAIPaBJICHUS
nmanpeHTa ¢ MB Kk Bpady-OTOPMHOJIAPMHIOJIOTY,  MEXAUCHUIUIMHAPHOTO
B3aMMOJEHUCTBUA  JICHYAllMX  BPAdyeW-CHOELUUAIMCTOB  II0  MYKOBUCLHIO3Y €
OTOPHMHOJAPUHTOJIOTAMU M BpadyaMU CMEXKHBIX CHEHUAIBHOCTEW, 4YTO TO3BOJIUT
o0ecreynuTh CTa0WJIBHO XOPOIIWW pe3yJabTaT JICYeHHUsS, a 3a4acTyl0 u30exaTh
XUPYPruYeCKOro BMEIIATENbCTBA

Kiannuveckuii npumep Ne 2

[Taruent K. manpuuk, 2008 roa poxaeHus. B MOCKOBCKOM IIEHTpe MyKOBUCITU03a
Habmomaetcs ¢ 23.09.2018.

Kiaunudeckuii amarno3: MyKOBHUCIIHI03, cMelIaHHas (opMa, CPEeIHETSIKEI0e
TeyeHue. XPOHUYECKUM THOMHO-0OCTpykTHBHBIM Oponxutr. JIH O cremnenu.
[TaeBMO1Opo3. XpoHHUuecKass MaHKpeaTuYecKas HeJOCTATOYHOCTh TSHKEJION CTENEHHU.
XPpOHUYECKUH MOJTUMO3HBINA CUHYCUT C Ha3aJIbHBIM MOJIUI030M 3—4 CT.

MuxkpoOuoJIoru4ecKu JAUATHO3: WHTEPMUTTHUPYIOIIMKM BBICEB CHHETHOWHOU
NaJIOYKH, OJJHOKPATHBIN BbiceB B. cepacia complex.

I'enernueckuii quarno3: F508 del\ F508 del

W3 anaMHe3a U3BECTHO, YTO AMArHo3 «MyKOBHCIIMI03» YCTAaHOBIIEH B BO3pacTe 2

MCCANLICB HAa OCHOBAHHU ITOJIOKHUTCIIBHOI'O PC3YJIbTaTa HCOHATAJBLHOTO CKPHHMHIA Ha
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MYKOBUCLIUJI03, TOJIOKUTEIBHOTO pe3yibTaTa MOTOBOTO TecTa. B Teuenue neproro roja
KU3HHU TIepeHec MHEBMOHMIO, cUHIpoM TiceBno baprtrepa. [lo 10 ner nabmronmancs mo
MECTY kHuTenbcTBa. [Iporpeccupytoiiee 3aTpyAHEHHE HOCOBOTO JbIXaHHs OECIIOKOUT € 5
JIeT, HaOroAalICsl y OTOPUHOJIAPUHTOJIOTA TI0O MECTY KUTEIBCTBA HE peryisipHo. Jlnarnos
XPOHUYECKU PUHOCUHYCHUT C Ha3aJbHBIM ITOJIMIIO30M BBICTaBJIEH B BO3pacTe 7 JIET, MO
TOMY MOBOJAY MOJIy4aJl MIEPUOJINYECKOE MECTHOE JieueHue npenaparoM MomeTrazoHa
dbypoar kypcamu no 1 Mecsaiy 1-2 paza B roa 0e3 CyIIECTBEHHOW MOJOKUTEIbHON
JTUHAMUKH.

HabGmrogaeTcss B 1IeHTpe MYKOBHUCIMI03a HE MOCTOSIHHO. Ha KoHCynbTanuu B
[enTpe mykoBuciuao3a 6611 B 2018 roxy u B centsaope 2020 r. C 2018r. no 2020r. mo
pe3ynbTaTaM MUKPOOHOJIOTHYECKOT0 MCCIEI0OBAHUS ONPENEISICS BbICEB CUHETHOMHOM
MaJOYKH, MOJy4all UHTAISIUN KOJIUCTUMETaTa HaTpus 1o 1 MIIH B TeyeHue 8 Mmec., C
nexabpst mo aBryct 2020 r. C 2018 r. peGEHOK MOCTOSHHO TOJIyYaJl BTOPYIO 03y
npenapara JopHas3a anb(a B BUJEC MHTPAHA3AIbHOW MHrajgsiuuu mo 1,25 Mr B Kaxayro
noJioBUuHy Hoca. [Ipemapar Obu1 Ha3HadyeH meauaTpoM, 0e3 peKOMEHJAIMi OCMOTpa
JIOP-Bpauom.

B Teuenue 2020 r. Heckonbko pa3 6omen OPBH, 6e3 000cTpeHUsT XPOHHYECKOTO
oponxosieroyHoro mpoiecca. C Hauyana ceHtsaOps 2020 roga poauTend OTMEYaroT
YCUJIEHHE Kallllsl, TOCTOSSHHOE CIM3UCTO-THOWHOE OTAENIIEMOE M3 HOCA, YBEIMYEHUE
o0beMa MOKpoThI. [Tomyuan Kypchl CUCTEMHOM aHTHOaKTepuaIbHOU Tepanuu. B mocese
OTICIIIEMOT0 HW)KHHMX JbIXaTeldbHBIX myTed oT 27.11.2020 momyden poct B. cepacia
complex. Ha ¢one anTrOakTepHaabHON Tepanmvy B MOCICAYIOIIMX IOCEBaX pPOCTa
B.cepacia complex we mosydeHo. B moceBe 0Tae/I1eMOro HUKHHX JbIXaTEIbHBIX MyTeH
ot 30.03.2021 ormeuaetcst poct P. Aeruginosa 10*6.

Jlo 2021 rona nabnrogancs y JIOP-Bpaua mo MecTy KUTETLCTBA, TUATHOCTUYECKAS
HHAOCKOIMHMS TIOJOCTH HOCAa M HOCOTJIOTKM HE MpoBoAWiach, Ha mposeaeHue KT-
uccnenoBanuss OHII mamumenTt He HampaBisuics. BriepBbele OCMOTpEeH  BpadoMm-
oTopuHosapuHrosioroM B I{entpe MB B mapte 2021 .

Ha MOMEHT OTOpHMHOJAPUHTOJIOTHYECKOTO OCMOTpa PEOEHOK MPEABIBIISII KATOOBI

Ha PE3KOC 3aTPYAHCHUC HOCOBOTI'O AbIXaHMUA. HpI/I 00BEKTUBHOM OCMOTPC C IIPOBCACHUCM
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DHAOCKOIIMM IOJOCTH HOCA M HOCOIJIOTKH: HOCOBOE JBIXaHUE PE3KO 3aTPyAHEHO,
HOCOBBIE XOJIbl CYXKEHBI, OIIPENEIACTCA OTEK HUKHUX HOCOBBIX PaKOBHH, HA3aJIbHBIN
nonumno3 ciesa 3, cmpaBa 4 cremnenb mo L. V. Johansen, ymepeHHoe KOIMYECTBO
CIIM3UCTO-THOMHOTO OT/EIsIeEMOTr0. B HOCOIIOTKE TKaHb aIeHOMI0B aTpo(uyHAa.

Ha KT OHII — npu3Haku XpOHHYECKOTO MOJUCUHYCUTA, HA3aIbHOIO MOJIMII03a,
JECTPYKIIMU MEAMAIBHBIX CTEHOK BEPXHEYENIOCTHBIX Ma3zyXx ¢ obeux cropoH. Ilo

pesynbratam oneHkun KT uccnemoBanus OHII mo mikane Lund-Mackay 16 Gamnos

(pucyHok 32).

A b
Pucynok 32 — KT uccnenosanune OHII nanuenta K ot 2021 r.: A — B KOpOHapHOH MPOEKIUH,
b — akcuanbpHON npoekuuu

[Ipu BemonHennn @OBJ[ mnosyyeHsl CcleAyOMME JaHHBIC, OTPAXKAOIINE
oponxosierounyto mnarosoruto: DXKEJI% — 95 %, OOPB% — 83 %, HapyueHus
OpOHXHAJILHOW MPOXOAMMOCTH TI0 OOCTpykTMBHOMY Tumy. [lo pesynbTaTtam
MukpoOuosoruueckoro uccienoBanus ot 10.03.2021 B OpoHXHAIBHOM OTAEISIEMOM
onpenensiercs Candida spp., B. cepacia complex 10*5, P.aeruginosa 10*6. IIpu mocese
OTJIEJISIEMOT0 U3 MOJIOCTH HOca OTMedeH poct P.aeruginosa 10*5.

PeGEnky  ycraHoBineH  JauarHo3:  MyKOBHCIMAO3, CMemiaHHas  ¢opma,
CpPEIHETSDKENI0e TeYeHHe. XPOHUYECKHM THOMHO-OOCTpYKTHBHBIA Oponxut. JH 0
crenenu. [TaeBMopuOpo3. XpoHUdeckass maHKpeaTHIeckasi HeJOCTAaTOUHOCTh TsDKEJION

cTeneHu. XpOHUYECKU PUHOCUHYCHT C HAa3aJIbHBIM MOJIAIIO30M 3—4 CT.
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brina pekoMeH10BaHa CleAyomas Tepanus:

® CXKEIHEBHBIC 00OBEMHBIC TPOMBIBAHHUS HOca ¢ m3oToHn4eckuM pactBopom NaCl
00beMoM He MeHee 200 MII ITOCTOSHHO,

e MomeTtazona pypoaT HHTpaHa3aJIbHO 10 1 03¢ 2 pa3a B JACHb JIUTEIHHO,

e Mpu OOOCTPEHHWHU PUHOCHMHYCHUTA: HWHTALIIUKA C THaMGEHHUKONIA TJIMIIMHAT
aneTuiIcTenHaTom uepes Pari sinus™ Ha 6 nHell, @paMHUIIETHH MHTpaHA3IbHO 110 1
J03€ 3 pas3a B icHb Ha 14 nHei.

e JlopHaza ampda mo 1,25 Mr B Kakayl IOJIOBHHY HOCAa HHTpaHa3aJIbHBIC
uHrajsuu 4epes Pari sinus™ 1 pa3 B feHb JunTelbHO. HazHaueHHY0 IedaiM BpauoM
neauatpoM LleHTpa MyKOBHUCITHI03a OA3UCHYIO TEPAIIMIO0 PEKOMEHI0BAHO BBITIOJIHSTH B
MOJTHOM O0BEME, B TOM YHCJIE MPOJOJDKUTH BBIMOJHEHUE HSHA0OPOHXHAIBHBIX
WHTAJISIAN ¢ TperapaToM JopHa3a ajabda.

Ha noBTOpHBII ocMOTp oTopuHOJapuHrosnora B Llentpe MB peGEéHOK mocTymui
yepe3 7 MecAiieB, B okTsiope 2021 T.

Ha ¢done npoBoaumoii Tepanuu coctosinue peoéHka 6€3 CyecCTBeHHON JUHAMUKHY.
Ha momeHT ocMoTpa oTMeuaroTcs Kajno0bl Ha Pe3Koe 3aTpyAHEHNE HOCOBOTO JbIXaHMUS,
CIIM3UCTO-THOMHOE OTHEIIAEMOE B [10JIOCTU Hoca. ITo pe3yabTaTam
MukpoOuosorunueckoro wuccieaopanus ot 10.03.2021 B OpOHXHUAIBHOM CEKpETE
ompenensiercs S. aureus 10*4, P.aeruginosa 10*6, B otmensieMOM M3 TOJOCTH HOCA
oTMeueH poct S. aureus 10*5.

[Ipy OOBEKTUBHOM OTOPHUHOJAPUHTOJOTHUYECKOM OCMOTpPE C TIPOBEACHUEM
AHJIOCKOMIMYECKOTO0 OCMOTpa IIOJIOCTU HOCAa W HOCOTJIOTKM OTMEUEHO pPe3Koe
3aTPyJHEHHE HOCOBOTO [IbIXaHUS, YMEPEHHBIM OTEK HUXHUX HOCOBBIX PaKOBHH,
Cy’KE€HHE HOCOBBIX XOJIOB, HA3AJIbHBIN MOJIUMNO3 CleBa — 3, cnpaBa — 4 cTeneHs no L.
V. Johansen, ymepeHHO€ KOJIMYECTBO CIU3UCTO-THOMHOTO OT/AENIsAeMOro. B HocornoTke

TKaHb a7IcHOM 0B arpoduuHa (pucyHok 33).
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CoxpaHnsieTcsi pe3Koe 3aTpyJIHEHHE HOCOBOTO JbIXaHUs, HapylleHue (QyHKIHUH
BHEIIIHETO JbIXaHUsl MO OOCTPYKTUBHOMY THUITy. PeOeHOK HampaBiieH Ha ONepaTUBHOE

neuenne B ®I'BY HMUIIO ®MBA Poccun.

Pucynox 33 — DHjockonuueckas KapTHHa mojoctd Hoca namueHta K or 2021 r.: A —
[IpennBepue momocTH HOca ClieBa, Ha3albHBIN ToauMo3 3 creneHu, b — OO6JacTh 0CcTHOMEATATLHOTO
KOMILJIEKCa CIIpaBa, Ha3aJIbHbINA NOJIKUI03 4 CTETEHU

* — HazaJIBHBIA TOJHIL, ** — CpeHsIsl HOCOBask paKOBHUHA

[Io pesynbraTaM TNPOBENCHHONH CHHPOMETPUM COXPAHSETCS  HapyIlICHHE
neixarenbHoil  pynkimun: DXKEJI% — 94 %, OOB1% — 76 %, HapymeHus

OpOHXHAILHON MPOXOJAUMOCTH MO0 OOCTPYKTUBHOMY THITY (PUCYHOK 34),
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Moneirka Monbimka Aensirka %
2 1 3 gomicHbIx

MNapamerp 'a"’"’"""e' HIH  Nyuwan
DIEN [L] 3,39 2,86 3.17 3.17 312 3,12 84
O®B1 [L] 2,88 2,39 2,18 2,16 2,18* 2.22* 76
OPB1/PHKEN 0.845 0,769 0,686 0,682* 0,699" 0,710 81
COC25-75% [L/s] 3,57 2,69 1.01* 1,01* 1,487 1.51% 28
PEF [L/s] 6,46 4,92 5,76 5.76 5,20 5,63 89
Bepesia [s] - - 62 6.2 7.1 7.2 -
O®Ba [L] 3,39 2,86 1.68* 1,68* 0,44~ 1,92% 50
PIF [Us] - - 2,86 2,86 0,91 2,08 -
Kauecteo Ceccun Ao € (O®B1 Var=0,01L (0,6%); ®XE/N Var=0,06L (1,9%))
WuTepnperaums cucremst Ao Ymepennan o6cTpykumun

* VKasbLIBAET Ha 3HAYEHWE BHE HOPMANLHOMO AMANA3OHA MU HA CYLLECTBEHHOE NOCMEAYIOLIEE MaMEHEHNE

14 © Ronxise
i —— o Nommxa 2
12 —— o Tomema 1
-+ fla Nomumxa 3

Morok [L/s]
l'?n & l\ M o N E

2 1 0 1 2 3 4 5 6 7 8
Obvem [L]

Bpewms [s]
Pucynok 34 — Onpenenenne @B/l nauunenta K ot 14.10.2021

Knuandeckuit auarHo3: MyKOBUCIU03, CMEIIaHHas (opMa, CpeIHETSHKENoe
TedyeHue. XPOHUYECKUM THOMHO-0OCTpykTHBHBIM Oponxut. JIH O cremneHu.
[THeBMO(1Opo3. XpoHnyeckasi MaHKpeaTHudecKass HeJJOCTATOYHOCTh TSKEIOW CTEIEHHU.
XpOHUYECKUH TTOJUIO3HBINA CHHYCUT C Ha3aJIbHBIM MOJIUI030M 3—4 CT.

CoxpaHsJIOCh pe3Koe 3aTpPy/HEHHWE HOCOBOTO [bIXaHUS, HapylleHue (yHKIHUH
BHEILHETO JbIXaHUsl MO OOCTPYKTUBHOMY THUIy. PeOEHOK HampaBiieH Ha ONepaTUBHOE
neuenne B ®I'BY HMHUIIO ®MBA Poccun.

B nexabpe 2021 rona 8 HMUIIO ®MBA npoBeieHO XUPYypruyeckoe JeYeHue B
00BbEMeE: MOTUNOTOMUS, TOTUCUHYCOTOMHUSI.

B nocneonepanoHHOM nepuojie peOEHOK B TEUEHUH NIEPBOr0 Mecsia HaIroaancs
BpayOM-OTOPUHOJAPUHTOJOTOM B lleHTpe MyKoBUCLHI03a C  HOPOBEACHUEM
CAaHUPYIOLIUX MPOLEIYP MTOJIOCTH HOCA U OKOJIOHOCOBBIX NA3yX: aCIIUPALIMOHHBIN TyaJIeT
MOJIOCTH HOCA M OKOJIOHOCOBBIX Ma3yX, BBEICHHE JIEKAPCTBEHHBIX IPENAapaTOB.
[IpoBomunoch oOy4yeHHE POAUTENCH BBINOJHATh WPPUTAUOHHO-IIMMUHALUOHHYIO

tepanuto nosioctu Hoca u OHII. Pe6énok momyuan 6a3ucHyro Tepanuio MB.
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3aTeM KaXJble IIECTh MECSIEB B TEUECHHUH JBYX JIET MAIIMEHT MpUIJIAIIAICS Ha
npuém JIOP-Bpaua B UEHTp MYKOBUCUMIO03a JUIsl JAMHAMHUYECKOTO HAOIIOACHUS U
KOPPEKIIMM KOHCEPBATUBHOM Tepanuu. 3a BpeMsl HaOIIOEHUSI OTMeUasCs OJIUH SIU30/
oboctpenust XPC, KynupoBaBHIMICS NpU HA3HAYEHUM CHUCTEMHOM M TOMUYECKON
aHTUOAKTEpPUAIBHON TEpanuu.

AHanu3upys JaHHBIA KIMHUYECKUW clydaid, HE0OXOJUMO OTMETUTh OIIUOKU
MaplIpyTH3allUy U JieueHus nanuenTa. [larueHT He OblT CBOEBPEMEHHO HaIlpaBJieH Ha
KOHCYJIBTALIMIO K OTOPUHOJApUHTON0Ty. ToJIbKO B BO3pacte 5-TH JET ObUI OCMOTPEH
OTOPUHOJIAPUHIOJIOTOM, HO HE IPOBEICHA AUArHOCTUYECKAs IHAOCKONUS I10JIOCTH HOCA
U HOCOIJIOTKHM, OBUIM Ha3HA4YeHbl TOJBKO WHTPaHA3aJbHbIE KOPTHUKOCTEPOUHBIC
Ipenaparsl, 4YTO HE ABJISIIOCH aeKBaTHOW Tepanuer ma nanueHta ¢ MB uXPCcHIIL.
Tonpko B Bo3pacte 13—Tu jeT peOEHOK ObLI KOHCYJIBTUPOBAH OTPUHOJIAPUHIOJIOTOM C
npoBeneHueM nuarHoctuueckon sugockonuu, KT uccnemoBanmem OHII, Haznauena
aZcKBaTHAs WHTpaHa3aubHas Tepanusa. ONHAKO, HA3HAYEHHWE WHTPAHA3AJIBHOM H
HHI00POHXUATBHON HWHTAISIUOHHON MYKOJIUTHUYECKON Tepanuu B KOMOMHAIMU C
0a3ucHoit Tepanueit MB, Ho Ha oHe HazabHOTO MONIKMMNO3a 3—4 CTENEHU HE TPUBEIIO K
KJIIMHAYECKOMY YJIy4LIEHUIO.

bb110 IpOBENEHO XUPYPTrUYECKOE JIEYEHUE IO TOBOLY XPOHUYECKOTO MOJIUIIO3HOTO
PUHOCHHYCHTA c NOCHEAYONIEN MOICP/KUBAIOILIEH KOMOMHUPOBaHHOU
WHTpaHa3aJbHON M SHI0OPOHXMATBHON WHTAISIIIMOHHOW MYKOJIMTHYECKOW Tepamuei
npenaparom opHasa anbda. [locrosHHoe HabI0AeHNEe peOEHKa Y OTOPUHOJIAPUHT0JIOTa
KaK B paHHEM IIOCJIEONEPAMOHHOM NEPHOAE, TaK W B JAUHAMUKE, MPOBEICHUE
VUPPUTalMOHHO-3JIMMUHALMOHHBIX MaHUNYJISILAA, KOPPEKIMS TEpalud COBMECTHO C
JIeYallliM BPayoM MO3BOJIMIA JOOUTHCA CTOMKOMN yIy4IIeHUs TE€YEHUsI MYKOBUCIU03a
Y YJIy4IlIEHWE Ka4eCTBA KU3HU MALMEHTA.

AHanus JBYX KJIIMHAYECKHUX Clly4aeB NIOKa3bIBACT OTCYTCTBUS
MEKIMCIMIUIMHAPHOTO B3aUMOAEHCTBHS Bpadeil, 3aHUMAIOIINUXCS JICYEHUEM MAI[UEHTOB
¢ MB, c¢ oropuHomapuHrosoramMu. CyIlecTByeT HEJOOLEHKa BpayaMH HETaTHBHOIO
BJIUSIHUS XPOHUYECKOTO PUHOCUHYCUTA Ha TEUEHHE TaKOTO TSXKEIOro 3a00JIeBaHMs, Kak

MYKOBUCIIUIO3. Nmenno IMO5TOMY, MHANMUMCHTBI CBOCBPCMCHHO HC HAIIPABJIAOTCA Ha
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KOHCYJIBTAIIMIO K OTOPUHOJAPUHIOJIOTY U JIOJITME TOJbl HE MOJYy4YaloT HEOOXOAMMOTO
JICUECHHMSI, UTO €II€ OOJIbIIE YXYAIIAET Ka4eCTBO )KU3HU JETeH C MyKOBHCIIHI030M.

MoxHo  oTMeTHTh  OoybIIyl0  3((HEKTUBHOCT,  KOMIUICKCHOW  Teparuu
puHOCUHYcHTa y AeTert ¢ MB ¢ BkiItoueHneM ABYX UHTAJSLIUN MperapaTa IopHas3a anbda
B BHJC WHTPAHA3IBHBIX W DSHAOOPOHXHATBHBIX HHTAISAIMNA W Oa3MCHOW Tepamuu
MYKOBHCIIH/103a Ha paHHUX cTaausx 3aboneBanus OHIL. [lannas tepanus 3¢ dekTruBHA
B cCllydyae OTCYTCTBUM 3HAYUTEIbHOW OOTypauuu o0O0JacTH OCTHOMEATAIbHOTO
KOMIUIEKCA, KOTOpas MPEMSITCTBYET JOCTABKE MYKOJIUTHYECKHUX, TOMUYECKUX
AHTUOAKTEPUAIBHBIX M HHTPAHA3AIbHBIX TIIOKOKOPTUKOCTEPOUIHBIX IIPEnapaTtoB B
IIOJIOCTh OKOJIOHOCOBBIX IMa3yX.

[TanireHThI, HTOCTOSTHHO HAOJIFOIAIOIIMECS C PAHHETO BO3PACTa HE TOJIBKO JIeUaluM
BpauOM-IIEAUATPOM, HO U OTOPUHOJIAPUHIOJOoroM B lleHTpe MykoBHCIMI03a C
IIPOBEJAECHNUEM PETYJISIPHOTO YHAOCKONMYECKOTO OCMOTPA IMOJOCTH HOCA U HOCOTJIOTKH,
MOJYy4aroT TIOJHOLUEHHOE KOMIUIEKCHOE JICUEHHWE IAaTOJIOTMM BEPXHUX M HHUKHUX
JbIXaTENbHBIX MYTEH, a TaKKe COMYTCTBYIOIIEH COMATHYECKONM MaTOJIOTUU. ITO
CBUJICTEIIbCTBYET O HEOOXOJMMOCTH MEXKIUCIUIUIMHAPHOTO TMOJIX0/Ja K JICUCHUIO

naienTos ¢ MB.
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3AK/IIOYEHUE

bornpive ycrnexu B JE€YEHMHM MYKOBHCIHAO3a 3a TOCJIEIHHE TOIbI MPUBEIH K
CYLIECTBEHHOMY YBEJIMYCHUIO TPOJOJDKUTENBHOCTH KU3HU MAMEHTOB C 3TOU TSKEIOU
MOJIMOpraHHoM mnarosiorueil. [lopaskeHne OKOJOHOCOBBIX Ma3zyX MpOsBISIETCS B Gopme
XPOHUYECKOTO PUHOCUHYCUTA, KOTOPBIM MOKET MPOTEKATh TAKKE B BUJIE XPOHUYECKOTO
PHUHOCUHYCHUTA C HA3aJbHBIM ITOJIUIIO30M. XPOHUYECKUN PUHOCUHYCHUT SIBJISIETCS OJHUM
M3 CaMbIX YaCThIX NPOSBICHUN MYKOBHCUMI03a, 3HAYUTEIBHO yXYILIAIOIIEE TEUCHHE
OCHOBHOTO 3a00JIeBaHUsI U KAYECTBO KU3HU MAI[MEHTOB.

XpOHUYECKUH PUHOCUHYCHUT Yy NI€T€ MpU MYKOBUCIHIO3€ BO3HHKAET B PAHHEM
BO3pAcTe U UMEET TEHJICHIIUIO K yCYTyOJEHUIO TSHKECTH TedeHus ¢ Bo3pactoM. XPC y
B3POCJIBIX TAIMEHTOB C MYKOBHCITUAO30M AHarHoctupyercs mnpaktudeckd B 100 %
cinydaeB. Ha ocHOBaHMH MPOBEIEHHOTO aHAIN3a JIMTEPATYPhl BBISBICHA 3HAYUTEIbHAS
runoguarHoctuka JIOP-naronorun y nereii ¢ MB. bosee toro, B Peructpe 6o1pHb1x MB
B Poccuiickoit @enepammu 3a 2018 r. OTCYTCTBYIOT 3MHUAEMHOIOTHYECKHUE JAHHBIC 110
pacnpoctpaneHHocT XPC. B Peructp O0NbHBIX MYKOBHUCIIMJI030M BHECEHBI TOJIHKO
JTaHHBIE, KACAIOLIMECS PACHPOCTPAHEHHOCTH XPOHUYECKOTO PUHOCUHYCUTA C HAa3aIbHBIM
MOJIUTIO30M, YacTOTa BBISIBICHHUS KoToporo cocraBmia 27,03 %. [locnennee cBsizaHo ¢
OTCYTCTBUEM MEXIUCIUITIMHAPHOTO B3aUMOJICUCTBUS M HACTOPOKEHHOCTHU Bpadeil B
OTHOIIEHUH 3HAYMMOCTH HaJWYHWs NATOJOTHU MOJOCTH HOCA U OKOJIOHOCOBBIX Ma3yXy y
naiueHToB ¢ MB B ycyry0OiieHnn TspKecTu T€UeHHUS MYKOBHUCITUI03a, YTO CITIOCOOCTBYET
HECBOEBPEMEHHOMY  BBISIBJICHHUIO PHUHOJOTMYECKOM TATOJOTMM W Ha3HAYEHUIO
aleKBaTHOM Tepanuu. HecOMHEHHO, paHHEE BBISIBICHUE U CBOEBPEMEHHOE HA4aJIo
JICYCHHS JIETeH ¢ XPOHUUYECKUM PUHOCHUHYCHTOM Ha (pone MB siBnsiercss upe3BbIyaitHO
BOKHOM 3a7aydeil, COCOOCTBYIONICH YyUIlICHHIO KaueCTBA >KU3HM IMAIlUEHTOB C ITOU
TSKENON NATOJIOTUEN.

[lenbto TPOBEAEHHOTO MCCIAEAOBAHUS SBWIOCH TOBBIIICHHE 3S()PEKTUBHOCTU
JIUArTHOCTUKH U JICUCHUSI XPOHUYECKOTO PUHOCUHYCHUTA Y JIETE C MyKOBUCLIHI030M Ha
OCHOBAaHHMH Pa3pabOTKH KIWHUKO-IUATHOCTUYECKOTO alrOpUTMA, Oa3MpyIOMIErocs Ha

IMMOJYYCHHBIX OJaHHBIX O PaCHpOCTPAHCHHOCTH IIOPAKCHHUS OKOJOHOCOBBIX IIa3yX H
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BIIMSIHUU XPOHUYECKOTO PUHOCUHYCHUTA HA TSYKECTh TEUEHUS MOJTUOPTaHHOM MMATOJIOTHH
IIPU MYKOBHUCIIUIO3E.

JHuccepranonHass paboTa BBIMOJIHEHA Ha TPEX KIMHUYECKMX Oaszax: Ha 0ase
denepaabHOr0 rOCYJIapCTBEHHOIO  OMO/PKETHOro  yupexzaeHus «HammoHanbHbIM
MEJIUIIMHCKUM HCCIIEIOBATENIbCKUM 1EHTp OTOopuHONapuHronorun denepaabHOro
MeIuKo-Ouonornueckoro areHtctsay, [bY3 MO HayuHo-uccienoBaTeiabCKOro
KIIMHUYECKOTO0 HWHCTUTyTa JeTcTBa Mun3apaBa MockoBckoit o6nactu, PI'BHY
«MeauKo-reHeTHYECKOro Hay4yHOoro nenrTpa um. akagemuka H. I1. boukoBay.

HccnenoBanre HOCWIO  PETPOCHEKTUBHO-TIPOCIIEKTUBHBIN  XapakTep, ObLIO
paszeneHo Ha 4 3Tamna, B X0/1€ KOTOPBIX ObUTH pElIEHBI TOCTAaBICHHBIC 3a/1a4H.

bb110 poBeIeHO CpaBHEHUE JAHHBIX O PACIPOCTPAHEHHOCTH MATOJIOTHU MOJOCTH
HOCa U OKOJIOHOCOBBIX Ma3yX Y JIeTel Ha caMOil OOJIBIION HA JJAHHON MOMEHT BBIOOpKE
MAIMEHTOB JIETCKOrO0 BO3pacTa, MPOKUBAIOIIMX B Pa3IMUYHbIX pernoHax Poccuiickon
denepanum.

Ha mnepBoMm »9rame OBLIO BBIMOJHEHO PETPOCHEKTUBHOE UCCIIEIOBAHUE Ha
OCHOBAHMH JIAHHBIX HAlMOHAIBHOrO Peructpa 001bHBIX MyKOBHCIHI030M Poccuiickoil
@epnepanuu 3a 2018r. B 310l yacTu HccienoBaHUsl MPOBEJICH aHANIM3 JIaHHBIX 2216
MAIMEHTOB, BKIOYEHHBIX B Peructp B Bo3pacte or 0 mo 18 mer anst BhIsABICHUA
pPacCIpOCTPaHEHHOCTH XPOHUYECKOTO PUHOCUHYCHUTA Yy JAETeH ¢ MYKOBHCIUIO030M H
ONpENIENICHUS] BJIUSHUS XPOHUYECKOIO PUHOCUHYCUTA C HA3aJIbHBIM IOJUIIO30M Ha
TSOKECTh ~ TEUEHMs] MYKOBHUCIMI03a KakK TMOJuOpraHHoi martosiorud. OrneHka
comatuueckoro craryca u omnpeneinenue BiausgHus XPCcHII Ha TskecTh TeyeHUs
MYKOBUCLIUJIO3a Yy JI€TeM U YCyryOJIeHHME€ TEUYEeHHs] IMIOJIMOPTAHHOW TIaTOJOTHUH
npoBojuiack B 2 rpymnmnax naueHToB: B | rpynmy Bouwio 599 nereit ¢ XPCcHII, Bo 1l
rpynmy BkitoueHo 1617 neteit 6e3 XPCcHII

Ha BTOopoM »3Tame mnpoBEIEHO MHOTOIIEHTPOBOE MPOCIEKTUBHOE OTKPBITOE
KOTOPTHOE HCCJIEJOBAaHUE HA OCHOBAHMM aHalU3a [IaHHBIX, I[IOJYYCHHBIX IMpHU
aHkeTupoBaHun 389 gqereil crapuiero Bo3pacTa W POJUTENICH WIM 3aKOHHBIX
npeacTaBUTeNed  JeTell  MIlaauiero  Bo3pacTa, HaOMOAaromuxcsi B LIEHTpE
mykoBucuuao3a I'bY3 MO «HUKU perctBa M3 MOy, B HayuHO-KIIMHUYECKOM OTHEINE
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nerckor JIOP-naronorum @®I'bBY HMUIIO ®OMBA, B peruoHaidbHbIX IEHTpPax
MYKOBUCITU103a JIJI1 OLICHKHU BIUSIHUSI XPOHUUYECKOTO PUHOCUHYCHUTA HAa KAa4€CTBO KU3HU
JIETEN C MYKOBUCIIUIO30M.

Ha TpeTbem sTamne npoBeAeHO OJHOMOMEHTHOE MPOCHEKTUBHOE HCCIIEAOBAHUE, B
paMKax KOTOpPOro ObUIO OCMOTPEHO 245 neTeil ¢ BBIMNOJHEHHEM 3IHAOCKOMUYECKOTO
oOcnenoBanus, HabMmoMaroMmMuXcs B IieHTpe MykoBuciuaoza ' bY3 MO HUKMU JlerctBa
M3 MO, a Take NOCTYIUBIIMX HAa XUPYPTHYECKOE JICYECHUE B OTICICHHUE JETCKOMU
OTOPHUHOJIAPUHTOJIOTUHN U MeauImHCKoH peadbmmrtanuu OI'BY HMUIIO ®MFBA Poccun
JUIE  BBISBJICHUSI PACIPOCTPAHEHHOCTH XPOHMYECKOTO PHUHOCHMHYCHUTA Yy JETeH C
MYKOBHUCIII030M B Poccutickoi denepanuu.

Ha wu4erBeproM »9Tame, KOTOpbIA BBINOJHEH B BHUJAE OJAHOMOMEHTHOTO
PETPOCIIEKTUBHOTO KOTOPTHOTO HCCIIEIOBAaHUA, IMPOBENCHA OIeHKa A()PPEKTUBHOCTU
COUETaHMUsl SHIOOPOHXMAJIBLHOIO METOJA IMOJayu IMpenapara JopHaza ainbha u
MHTpaHa3aJbHbIX MydbcUpyrOmuX uHransmuili y 71 pedéuka ¢ XPCcHII npu MB nns
MPOBEICHUS] OICHKM KJIMHUYECKOW A(PGEKTUBHOCTH NPEIJIOKEHHOTO  METoJa
KOMOMHUPOBAaHHON  Tepamuu JIeTed ¢ XPOHUYECKUM PUHOCHUHYCUTOM  IMpHU
MYKOBHCITH/I03€, BKJIIOUYAIOIIETO JOTOJHUTEIBHYIO K 3HI0OPOHXHUAIBHOW MHTAJISIIMH C
TOMWYECKUM IpenapaToM MyKOJIUTHUECKOTO ACHCTBUS IOpHA3a alb(a UHTpaHA3ATbHYIO
MyJbCUPYIOUTY0 HHTAJISIHIO.

B pamkax uccnenoBanusi Obliia BIEpBbIe ompenesieHa yactora BoisBieHuss XPC y
nereit ¢ MB B Pocculickoit @enepanuu, koropass cocraBuia 64,0 % mo AgaHHBIM
anketupoBaHus u 81,6 % mo pe3ysibTaTam KIMHUYECKOTO OCMOTpA.

Onpenenena yvactora BcTtpeyaeMoctd XPCcHII Ha ocHOBaHWMM aHKETUpPOBAHUS
3aKOHHBIX IIpeicTaBuTeNei aeteit ¢ MB, kotopas coctaBuna 34%, uro B 1,3 pasza Gosbiiie
CBEJICHUH, TIPEICTaBICHHbIX B Peructpe OONbHBIX MyKOBHUCIHI030M B Poccuiickoit
®epnepanun 2018 1.

[Ipr OTOPUHONAPUHTOJIOTUYECKOM OCMOTPE C BBIMNOJHEHUEM SHIOCKOIAYECKOTO
oOcnenoBanus nonoctd Hoca W HocoriaoTku XPCcHII Owi1 nuarnoctupoBan y 123
(50,20 %) marmeHTOB, YTO BJABOE MPEBHIIIACT JaHHBIC, YKa3aHHbIe B Pernctpe 00JIbHBIX

MB B P® 2018r. ¥ 71 (57,7 %) pebeHka auarHoctupoBaHa 1 CTENeHb Ha3aJIbHOTO
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MOJIMI03a, 2 CTENEHb Ha3aJIbHOTO MoIKNo3a onpeneneHay 29 (23,6 %) aereil, 3 cteneHb
Ha3aJIbHOTO ToJinMIo3a BeisiBiieHa y 14 (11,4%) neteil, a 4 cTeneHb Ha3aJIbLHOTO MOJIUIIO3a
— vy 9 (7,3 %) neretii.

[lomyyeHHble HaMu  pe3yibTaTbl  CBHUJIETEIBCTBYIOT O  THUIIOJAMArHOCTUKE
XPOHUYECKOIO PUHOCUHYCHUTA, B TOM YHCIE C HA3aJbHBIM IOJMIIO30M y MAlMEHTOB C
MykoBucuuao3oM B Poccuiickon @enepamuu. llocnennee cBsi3aHO ¢ HETOOLEHKOU
BpayaM¥ 3HAYMMOCTU HAJIMYUsI XPOHUYECKOTO PUHOCUHYCUTA KakK (DakTopa, HEraTUBHO
BIIMSIONIETO HA TSKECTh TEUEHUSI MOJMOPTaHHOM naTosioruu rnpu MB, uem oObsICHsIETCS
HECBOEBpPEMEHHAs quarHoctuka u tepanusi XPC y nereil ¢ MyKOBUCIIMIO30M B PaHHEM
JETCKOM BO3pacTe.

['mmogunarnoctuka XPC Takke cBsizaHa ¢ TEM, YTO JETH C MYKOBHUCIUIO30M, y
KOTOpPBIX HE OTMedaeTcsi »kano0 co crtopoHbl JIOP-opranoB, He HaOmIHOAAOTCS
OTOPUHOJIAPUHTOJIOTOM, KM HE TMPOBOJMUTCS JUArHOCTUYECKOE HSHJIOCKOMUYECKOE
MCCJIEI0BAHKE MOJIOCTH HOCA U HOCOTJIOTKH U CBOEBPEMEHHAS TepaIusi.

Pe3ynbTaThl, OJIYyYEHHBIE B XOJ/I€ HAILLErO UCCIEAOBAHUS MPU U3YYEHUU JTAHHBIX
2216 perelt, BkiItoueHHbIX B Peructp 6onbHbIX MB P® 2018r., 1o0cTOBEpHO MOKa3a/In
HETaTUBHOE BJIMSIHUE XPOHUYECKOTO PUHOCHMHYCUTA C HAa3aJbHBIM IOJUIIO30M Ha
TSOKECTh TEUYEHHS] MYKOBUCLM03a KakK MOJHMOPraHHOM MAaToJOTMM M MPOTHO3
3aboneBanusi. Bce nmetu ObLim pasnenieHbl Ha jaBe rpynmbl: | rpynma coctaBuiia 599
MalMEeHTOB C YCTAHOBJICHHBIM JIMATHO30M «XPOHUYECKUN PUHOCHUHYCHUT C Ha3aJbHbIM
nosnuno3omy; |l rpynma cocraBuia 1617 nereit 0e3 XpOHUYECKOTO PUHOCHMHYCHUTA C
Ha3aJbHBIM MOJIMIIO30M.

[Ipu cpaBHEHMM NAHHBIX T€HETUYECKUX HCCIIEIOBAHUM, BBISIBIEHO, YTO MYyTalus
F508del B romo3uroTHOM COCTOSTHHMHM Yallle BCTpedyasiach B rpyrie naueHToB ¢ XPCcHIT
(p=0,037). Onnako He ObLIa yCTaHOBIIEHA B3aMMOCBA3b Mexay Haaumuuem XPCcHII u
TSKECTBIO TeHoThna. «Msarkui» resotun BeisiBiIeH y 15,73 % nerenr ¢ XPCcHII, y
19,14 % 6e3 "ero npu pocroBepHoctu P=0,098, uto cBUIETENHCTBYET 00 OTCYTCTBUU
JIOCTOBEPHOCTH Pa3JIUYUH.

BrlsiBlIeHa 3aBUCUMOCTh MUKPOOMOJIOTMYECKOTO CTaTyca MAalMeHTOB OT HaJTW4Hs

XPCcHII na ocHOBaHMM BBIJICJICHUSI TTATOTEHHOW MHUKPO(MIOPHI U3 HIDKHUX OTIEIIOB

125



pecnupaTtopHoro Tpakrta. Y naerei ¢ MB u ycraHoBieHHbIM auarHo3oMm XPCcHII
JIOCTOBEpHO dYaile, 4eM O3 Ha3aJbHOr0 IIOJIMIIO3a BBISIBISUIOCH XPOHUYECKOE U
UHTepMHUTTUpYIOee uHuuupoBanue P. aeruginosa (p < 0,01 u p = 0,023
COOTBETCTBEHHO), a TAKXKe S. aUreus, B TOM YKCIIe METHIIMILIMH PE3UCTEHTHBIN S. aureus
(MRSA) (p = 0,01).

CpaBHEHHE YaCTOTHI OCJIOKHEHM MB cO CTOpOHBI ApYyTHX OpPraHoB M CUCTEM B
rpynne mnauueHtoB ¢ XPCcHII mnokazano pocrtoBepHo Oosee dvactoe, 4eM IMpU
OTCYTCTBMM HA3aJbHOTO IIOJMIO3a, pPa3BUTHE MYKOBHUCLHI03-aCCOLUMPOBAHHOIO
caxapHOro nuadera ¢ MOTPEOHOCThIO B €)KETHEBHOM NMPUMEHeHNHU uHCymHa (p < 0,01),
dbopMHpoBaHUE TUPPO3a TMEYEHU C MOPTAIBHOW THUIEPTEH3UEH U THUMEPCIUICHU3MOM
(p <0,01), Tak u 6e3 Hero (p < 0,01), a Takke ocreonoposa (p < 0,01). IIpeodnananue B
rpynme nanueHToB ¢ XPCcHII takux ocnoxuennii MB, kak mopaxeHue Me4yeHu, B TOM
Yuciae € pa3sBUTHEM  LUPPO3a, pPa3BUTHUE OCTEONOpPO3a W MYKOBUCLIHJIO3-
aCCOLIMMPOBAHHOIO  CaxapHOro JauvabeTra Ha TEpBbIM  B3MISA HE  HAXOIUT
naroreHeTuyeckoro obocHoBanus. OmHako npeoOnaganue cpeau aeteit ¢ XPCcHII
romo3urotr mo Bapuanty F508del B reme CFTR MoxeT NMpUBOIUTH K YBEIHUYCHHIO
YacTOThl BO3HMKHOBEHHUS JTaHHBIX OCIJIOKHEHU. Henb3s MCKIIOYUTH, 4YTO HalW4yue
XPCcHII MoxeT sBASTbCS MPOBOLUUPYIOMIMM (PAKTOpPOM Jisi BOSHUKHOBEHHUS BBILIE
YKa3aHHBIX OCJIOKHEHUM.

[Ipu cpaBHenuu cxem neuyenus nanueHToB ¢ XPCcHII npu MB BoisiBieHo Gosee
4acTo€ MPUMEHEHHE MPOJOJKUTENbHBIX (0ojiee 3 MecsleB) KypcOB BHYTPHUBEHHBIX
(p < 0,01) u uaramsmuonusix (p < 0,01) anTHOaKTEpUANBHBIX MpPENApaToOB, YeM Y
nanueHToB 0e3 XPCcHII, a takxe Oosiee 4acToe Ha3HAUYCHUS CYOMHTHOMPYIOIIUX J103
CUCTEMHBIX aHTHOAKTEpHUAIBHBIX MpemnapatoB Tpynibl MakpoaunoB (p=0,02). boiee
yacto y manueHToB ¢ XPCcHII na3znavanuch Apyrue BHUIIBI TEpaluu: WHTAJSLIHAHA
TUIEPTOHUYECKOTO  cojieBoro  pactBopa (p<0,01), MyKOJIUTHYECKON Tepanmuu
penapaTom JopHa3a-ayibda (»<0,01), MIPUMEHEHUE WHTaJISIHIAOHHBIX
[IFOKOKOPTHUKOCTEPOUIOB (p<0,01). HcknoueHnem OBLIO MIPUMEHEHUE
OpOHXOUISATATOPOB, KOTOPhIE HA3HAYAIUCH C MPUMEPHO PAaBHOW YAaCTOTOM B IpyIax
nanueHToB ¢ XPCcHII u 6e3 nero: 44,01 % u 45,63 % cootBercTBeHHO. [loTpeGHOCTD B
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JOTIOJTHUTEILHOW ~OKCUI€HOTepanuu B OOEUX Tpynmnax MalueHTOB HE HMela
JIOCTOBEPHBIX paszimunid u coctaBwia 1,68% cpenu manuentoB ¢ XPCcHII u 1,36 % y
nanueHToB 6e3 takoBoro (p = 0,59). bonee yactoe Ha3HAUEHHE BCEX MEPEUUCIEHHBIX
BbILIE JIeKapcTBEHHbIX mpenapatoB y aerted ¢ MB u XPCcHII 3akoHOMEpHO
KOPPEIUPYET C YBEIMYEHHEM OOUIEH MPOJOJKUTEIBHOCTH TOCHUTAIU3ALNHA JIETEH:
31,46 + 13,01 nueit y geteit ¢ XPCcHII u 23,01 + 13,02 aneit y nereit 6e3 Hero (p <
0,01).

Joxazano, uro npu Hammuuu y gered XPCcHII npu MB nporHo3 tedeHus
3a00JIeBaHUSI CO CTOPOHBI HUKHUX JBIXATEIbHBIX IMyTEH 3HAYUTEIBHO XYXkKe, yeM 0e3
XPCcHII, ocoGeHHO y ManueHToB ¢ npeodaagaronuM reHeTHUeCKUM BapUaHTOM TeHa
CFTR F508del B romo3zurotrnom coctostuuu. OnpeneneHo, yto y nanueHToB ¢ XPCcHIT
npu MB noBslilraercss 4acTora KOHTAMHHAIIMU JbIXAaTEJIBHOTO TPAKTA MAaTOJIOTHYECKOM
MUKpOOHO# iiopoii, BKirodas P. aeruginosa u MRSA.

BbISIBIIEGHO ~ [IOCTOBEpPHOE  YBEJIMYEHHE  NOTPEOHOCTH B YacToTe U
MPOJIOJDKUTEILHOCTH BCEX BUJIOB AaHTHOAKTEPUATLHON W MHTAJISIIIMOHHOM Teparuu, 4To
CBUJETENBCTBYET O 0OJIEE€ TSKEIOM IMOPAKEHUH HIKHUX OTAEJIOB PECHUPATOPHOTO
TpakTa y narueHToB ¢ XPCcHII u 6onee nmutenbHOM MpeObIBaHUM ACTEH B CTaI[MOHAPE.
[Tony4yeHHbIE TaHHBIE OATBEPKAAIOT CBSI3b MH(DPEKIMOHHO-BOCTIAIUTEIBHOTO MpoLecca
B BEPXHUX M HWKHHUX OTJeNaxX AbIXaTeIbHbIX MyTeH, YTO MO3BOJSET paccMaTpUBaTh
OHII kak pe3epByap naTOreHHOM (GJIOPHI M UICTOYHHK HUCXOAIICH KOHTAMUHAIIUH.

Ouenka kadecTBa XW3HUA Jererl ¢ mykoBucuuaozoM u XPC B Poccuiickoii
®denepanu OblIa MPOBEJACHA HA OCHOBE AHKETUPOBAHUS POJUTENCH M 3aKOHHBIX
npeacraBureneit 389 nereil ¢ MyKOBUCIMI030M. B pe3ynbTaTe CpaBHUTEIBHOW OLIEHKH
JTAHHBIX, TIOJIYYEHHBIX B XOJI¢ TPOBEAEHHOIO aHKETUPOBAHMS, CTAHOBUTCS OUECBUIHBIM
HeraTuBHOE BiMsiHME XPC Ha KIMHUYECKHUN CTaTyC, a TaKKE KayeCTBO JKU3HU JIETEH C
MYKOBHCIIHI030M. 1)1 TpoBeIeHUsT aHKeTUpOoBaHus Ha 0ase miardopmer Google Forms
HaMu Oblla pa3paboTaHa M KCIOJIb30BaHA »dJIEKTpOHHas (opMa. 3a OCHOBY JIA
COCTABJICHUS aHKETHI HAMHU ObLT BEIOpaH BATMIUPOBAHHBIN ONTpocHUK SN-5. AHKeTa Oblia
Mo udUIIMpOoBaHa HaMH J0OABIEHUEM HEKOTOPHIX BOIIPOCOB: BO3paACT peOeHKa; HaJlnune

Ha MOMCHT AaAHKCTHPOBAHHA »kao0 Ha 3aTPYAHCHUC HOCOBOI'O JIbIXaHUA, HAJINYHNC
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OTACIIACEMOI'O M3 HOCA HMJIM ITIOCTHA3aJIbHOI'O 34aTCKa, 00JIb WK 9yYBCTBO I[I/ICKOM(pOpTa B

oOmacTn IMPOCKINU OKOJOHOCOBBIX IMA3YX, CHUKCHUC U OTCYTCTBHUC 00OHSHUS.

YV mamuentoB ¢ XPC npu MB BbeigBI€HO 00jiee BBIpaXXEHHOE YCUJICHUE
KIMHUYECKUX MPU3HAKOB narosiorud nojoctu Hoca u OHIL, yem 6e3 XPC, Takux Kak:
pHUHOpes!, MOCTHA3aJbHBIA 3aTEK, Ha3aldbHas OOCTPYKIHUS, Kallelb B JHEBHOE BpeMS,
roJioBHasi 00Jib, OOJIE3HEHHOCTh B 00JacTu masyx Ha 19,11% (p=0,000); yBenuueHue
BBIPQKEHHOCTH 3aTpyJHEHHsT HOocoBoro neixanus Ha 13,81% (p=0,001); ycuienue
NpOSIBJICHUH ayieprun (YMxaHus, 3yJa, pasfpakeHus Hoca / ria3, ClIe30TeUYCHHs) Ha
18,42% (p=0,002).

[lokazano, yro y mnaunumeHtoB ¢ XPC npu MB 3HauuTensHO yXyImIaercs
AOMOIIMOHAJIBHBIN CTATYC, MPOSBISIOMIUNACA B BUJIE PA3APAKUTEIBHOCTH, (pyCTpaIum,
TOCKH, OECHOKOWCTBAa WM MPOOJEM CO CHOM BCJEICTBHUE 3aTPyTHEHHS HOCOBOTO
neixanus Ha 16,72% (p=0,002), yem y naruentoB 6e3 XPC. YV npereii ¢ XPC npu MB
OTMEUYAeTCSd OTPAHMYEHUE COIMATIBLHOM aKTUBHOCTHU: MPOMYCK 3aHATHI B IIKOJIE WITU
MOCEIIEHUST JIETCKOTO Caja, HEBO3MOXXHOCTh WIPBl C JPY3bSIMH WIH 3aHATUN
UHTEepeCHbIMU Jenamu Ha 12,26% (p=0,073).

OO6m1as cyObeKTUBHAS OlIEHKA KauecTBa xu3HM 1o mkajae BAII takxke Oblia HUXKE
y manuenToB ¢ XPC, yem y marmenToB 6e3 XPC nHa 12,27% (p=0,037).

Omnepaiuy Ha OKOJIOHOCOBBIX Ta3yxax Obutd BhIMOJHEHBI ¥ 22 (13,5 %) neteit us
245 ocmoTpeHHBbIX Uy 81 pedenka u3 375 (21,6 %) no pe3yiabTaTraM aHKETUPOBAHUS. 8
(2,1 %) nerssm ObLa BBITIOJIHEHA OINEPAIUS HA BEPXHEUYCITIOCTHOMN Ma3yXe «OTKPHITBHIM»
ciocobom mo Kommyan-Jlroky, a 73 (19,5 %) mamueHTaM MPOBEACHO OINEPATHBHOE
JeYeHWE C HWCIOJBb30BAHUEM SHAOCKOMUYECKOTO KOHTPOJsS, YTO TOBOPUT O
MIOJIOKHUTEIIBHBIX TEHACHIIUSAX B OTHOIICHUU XUPYPTHUYECKUX TOJXOJIOB K JICUCHHUIO
narueHToB ¢ XPC.

[To maHHBIM, MOJTYYEHHBIM TPH AHKETUPOBAHWUHU POJUTENCH, BbIABIEHO, uTo KT
uccinenoBanre OHII 6b110 BhIMONHEHO numib y 71 % nerelt, a matomorus OHII na

OCHOBAHHUHU JIAHHOT'O METO/1a 00Ce0BaHus BhIsiBIIeHa Y 59,7 % pecrnoHIeHTOB.
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Hamre nccienoBanue nokasasno, 4TO UCIOJIb30BaHUE BAIMIUPOBAHHOTO OIIPOCHUKA
uist onpenenenust BiausiHUs XPC Ha KauecTBO KU3HM MOXKET OBITH IMOJIE3HBIM IS
MPUHSTUS PEIIEHUA OTHOCUTEIBLHO TAKTUKH JICYCHUS MaliueHToB ¢ MB.

Jlnst perienust 4eTBEPTOM 3a7a4M HALIETO MCCIEIOBaHUs ObLIa POBEJICHA OIICHKA
KIUHUYECKOH 3(P(EKTUBHOCTH TMPEAJIOKEHHOTO HaMU METOo[a JICUeHHUs JAeTed C
MYKOBHCIIHIO30M C BKIIFOUCHHEM JIOMOJIHUTEIBHBIX K 9HI0OPOHXHAIBHBIM WHTISIIIHSIM
WHTPAHA3aJbHbIX MYJbCHUPYIOIIMX HWHIAANUNA C TOMWYECKUM MYKOJIUTHYECKUM
npenapaToM JaopHasza aibda. IIpoBeneHO cpaBHEHHE pe3yJbTaTOB, MOJIYYEHHBIX MPH
oocnenoBanuu /1 manuenta ¢ MB. [lanuents ObulM pa3zielieHbl Ha JBE TPYMIbI B
3aBUCUMOCTH OT ToJlydeHHoU Tepanuu. B rpynmy | Bkimoueno 28 aereit ¢ XPCcHII npu
MB, xotopslie nonay4danu B 2016 r. oHy MHTaISIUIO JOPHA3bl ajibpa yepe3 MyHIIITYK
JUISl JOCTAaBKM MYKOJMTHUYECKOTO MPENapara B HUKHUE OTAETbI AbIXaTeNbHBIX MyTel. B
rpynny |l Bonuto 43 pebenka, kotopbie B 2021 1. mosiy4aiu JBE WMHTASIUU JOpHAa3a
anb(a: U MHTpaHA3aIbHYIO0 U 3HA00pOoHXHANbHYI0. O0e rpymmbl ObUIM pa3AesieHbl Ha
HOJTPYIIBI B 3aBHCHUMOCTH OT Bo3pacrta: moarpymma (a) B Bo3pacte oT 6 10 12 u
noarpymnma (6) B Bo3pacte ot 13 no 18 ner.

B oleHky coMarnueckoro craryca MalleHTOB ObUIM BKIIFOUEHBI CIEAYIOIINE
MOKa3aTeJIM: aHTPOITOMETPUIECKHUE MoKa3aTenu (poct, Macca aereid, UMT); mokasaresnu
¢byukiuu BHemHero apixanus (O®B; u ®XKEJI); Hamuuue oOCHOXKHEHHH; O0BEM
KOHCEpBaTUBHOW  TEpamuy;  MPOAOJIKUTEIBHOCTh  TOCHUTAIM3AlMHU;  4YacTOTa
HEO0OXOJIMMOCTH BBITIOJIHEHUS OTIEpaTUBHBIX BMemaTenbcTB Ha OHIIL.

[Tokazatens Maccel Tena B moarpymme lla (23 mamuenrta), mojydaBIIHX
JOTIOTHUTENBHYIO K 9HA00POHXUATBHBIM MHTPAHA3ATBHYI0 HHTAISIITUIO ObLT JOCTOBEPHO
Beimie Ha 8,7 % (p = 0,230), wem B noarpymnme la (15 nmereit), momy4aBmIuX TOJIBKO
9HI00poHXHaIbHYI0 HHramMi0. B moarpymme lla (20 gereii) mokasaTens Macchl Teaa
obu1 Beime Ha 7,3% (p = 0,297), uem B moarpymme 16 (13 nereii).

[Ipu cpaBHEHUU MOKa3aTeNeH pocTa y AeTel Takxke Oblila BHISBICHA MOJOKUTEIbHAS
JWHAMUKA TpU HAa3HAYEHUU JONOJIHUTENIbHOW wuHramsuuu. B moarpynme lla,
MOJTy4YaBIINX JBE MHTAIISAIIAN, POCT OKa3ajics Ooublie Ha 3,6 %, yem B moarpymie la (p =
0,240), a y neteit noarpymmsl 16 Ha 2% Oounbiie, yem B moarpyime 116 (p = 0,342).
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[Tokazarenu ®BJ/I, B mporieHTax OT JOJDKHBIX 3HAUEHUH TaKkke ObUIM JydIlle MpU
Ha3HAYCHUH JIOTIOJHUTEIPHON MHTPaHA3JIbHOM MyJIbCUpYIoIIel nHrassun (rpymma I1):
O®B1% y nereit u3 noarpymsr |la 6obine Ha 9,53 % (p=0,048), uem u3 moarpymisi la,
a 'y lieTed, coctaBuBIIUX noarpynny |16, manusiii nokazarens 6ombiie Ha 10,30%, yeM B
noxarpymnrne 16 (p = 0,049). [Tokazarens ®IKEJI% y neteit, BKIIOYCHHBIX B moarpymry |la
BBIIIIE, YeM y MalueHToB noarpynmnsl la Ha 6,50% (p=0,041), a y merell cocTaBUBIINX
noarpymny |16 gaHHbII Moka3aTens Oosblie, ueM B oarpyime 16 Ha 6,66% (p=0,038).

3a 5 net HabntoeHuit B rpytre | xupypruueckoe aedeHrue noTpedoBayioch 4 neTsMm,
a B rpymre |l 3a ToT sxe cpok Obu1 mpoonepupoBan 1 pedenok (p=0,048).

YMeHbInIach MPOJIOJKUTEIHLHOCTD Ha3HAYCHUS BHYTPHUBEHHOM
aHTHOAKTEpUABPHON Tepanuu y aetei B rpymme ||, moayyaBmux nBe nHransaiuu. Taxk,
JUTUTEIIbHOCTh BHYTPUBEHHOM aHTHOAKTEpUAIbHON Tepaluy COCTaBUIIA: B MoArpynme la
— 9,8 nneit 3a rox Ha 1 yenoBeka u 9,2 nHs 3a roa Ha 1 yenoBeka — B noArpymie lla; u
9,6 nueii Ha 1 yenoBeka — B noarpymnmne 16, npotus 4,85 AHEl 3a TOJ1 HA YEIOBEKAa — B
noarpymme 116 (p=0,008).

[TpoAoMmKUTENbHOCTh TOCMIUTANIM3AIMU Y JAeTed u3 rpynnsl || Oblna qocToBEpHO
menbiie (p=0,048) u coctaBuia: B moArpymie la — 120 koitko-aHel (8 Koiko-aHeH Ha
yenoBeka) B roa mnpotuB 177 (7,6 xoiiko-gHeill Ha yenoBeka) B moarpynne lla; B
noarpynmne 16 — 80 aneit Bcero (6,1 koiiko-nHel Ha yenoBeka) npotus 67 (3,4 KOMKO-
JTHEeW Ha yenoBeka) B moarpymme 116.

JlocToBepHOE MOBHIIIEHNE TIOKa3aTeeil CIMPOMETPHH, TEHICHIUS K YBEITNICHHIO
aHTPOIIOMETPUUECKUX noKasareei, CHUXEHUE YaCTOTHI Ha3HAYCHUS
aHTUOAKTEPUAIIBHONW Tepanuu, CHWKEHHE MPOJIODKUTEIBHOCTH TOCHUTAIA3AINH,
YMEHBILIEHUE YaCTOThI MPOBEAEHHBIX XUpypruuecknux BmemarenscTts Ha OHII y nereit
JIBYX BO3PACTHBIX TPYII, B KOTOPHIX MPHUMEHSJICS MPEAJIOKEHHBI HaMU METOJ
KOHCEPBATUBHOW TEpamuu C BKJIIOUYCHHUEM JIOTOJHUTEIBHOW K JSHI0OPOHXHAIBHBIM
WHTPaHA3IBHON MyJIbCUPYIOMICH MHTASIIUN ¢ MYKOJIUTHYECKUM TMPEnapaToM JT0pHa3a
anb(a TOBOPUT O KITMHUYECKOU d(PPEKTUBHOCTH MTPUMEHEHHOTO BUA TEPaAIUH.

Ha ocHoBaHMM pe3ynbTaTOB UCCIENOBaHUs, ObUT pa3paboTaH KIMHUKO-

I[I/IaFHOCTI/I‘leCKI/Iﬁ AJIrOpuT™M MCKIUCOUILIIMHAPHOTO BCACHUA IHanrcHTOB C
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MYKOBHUCLHUI030M, MO3BOJISIOIINI CBOEBPEMEHHO BBISIBUTH IMATOJOTHIO MOJIOCTHA HOCA U
OKOJIOHOCOBBIX Ta3yX, ONPEIEIUTh aJeKBaTHYIO TAKTHKY JEUYEHHsI, CIOCOOCTBYIOUILYIO
OCJIA0JICHUIO TSKECTH TEYCHUSI MYKOBHUCIM03a KaK MOJUOPTaHHOW MAaTOJOTHH H
YIYUYLIECHHAIO Ka4eCTBa )KU3HU MAllMEHTOB.

[Ipr BBIABIEHHM JUAarHo3a MYKOBHCIHWO3 IMAIMEHT Hampasisercs B LleHTp
MYKOBUCIMI03a [JJI1 JaJbHEUIIEro HaOMIOJEHUS U JICUCHUS CHelUaIucTaMu
MeXIUCIUIUTMHApHOM Opuraabl. [lociie ocmoTpa pebeHka Jieyanum BpauoM-TieuaTpoM
WU TyJIbMOHOJIOTOM, MAallMEHT JOJDKEH OBbITh HAMpaBjieH Ha KOHCYJbTAlUIO K
oTOopuHONapuHrosory. Ilpu KaxaoM oOcMOTpe mNalueHTa OTOPUHOJIAPHHTOJIOTOM
BBINOJIHEHUE JHJIOCKOIIMYECKOI0 UCCIEA0BAHUS MTOJIOCTU HOCA U HOCOTJIOTKU SIBIIAETCS
oOsi3atenbHBIM.  YacToTa amOyJaTOpHOTO HAOJMIOACHUS JIOJDKHA COCTaBJSITH |
MoCeIIeHrne pa3 B 6 MecsIeB Wi Yaiie, pu Hamuuu odoctpennit XPC.

[Ipu BBISIBIICHUH PU3HAKOB PUHOCUHYCHUTA U OTCYTCTBUU BBIPpAXKEHHON 00Typanuu
OCTHOMEATaJbHOTO KOMIUIEKCA TIOJIMIIO3HO M3MEHEHHOW CIM3UCTON  000JI0YKOI
OTOPUHOJIAPUHIOJIOTOM ~ COBMECTHO €  JIEYAlllUM  BpPadyOM  IIYJIbMOHOJIOTOM
pa3pabaTbIBaeTCsl TaKTUKAa BEACHHUS NAlUEHTa C BbIOOPOM 00BbEMA KOHCEPBATHBHOMU
tepanuu. [ToMmumo OazucHoit Tepanuu MB B cxeMy JedeHUs JOJDKHBI OBITh BKITIOYECHBI
WHTaJISIIAA C MYKOJIMTUYECKUM MpenapaToM J0pHa3a alb(a Kak 1Jisg Tepanuu HIKHETO
OTJeNa JBIXaTeIbHBIX MyTEW, TaK U MyJbCUPYIONIME UHTPAHA3ZAIbHBIC UHTASIIUNA IS
JIOCTaBKM Ipernapara B MOJOCTh HOCA U OKOJIOHOCOBBIX Ma3yX.

[Ipr OTCYTCTBUM TMOJOKUTEIBHON KIMHUYECKOW JIWHAMUKH OT HPOBOJNMOU
KoHcepBaTuBHOU Tepanuu y narueHToB ¢ XPCcHII npu MB He0o0X01uMO BBIMOTHUTH
KT wuccnenoBanne OHII, mo pe3synbratam KOTOPOTO OINpeeseTcsl ajibHenInas
JedyeOHas TakTUKA. BpadamMu MeXAUCHUIIMHAPDHONW Opurajsl pemiaercs BOIPOC
3 PEKTHBHOCTH MPOBOIUMOM TEPANKH, JadIbHESHIIICH TAKTHKE BEACHNS U THHAMHUICCKOM
HaOJIIOIEHNH HAllUEHTA.

TecHoe MEXANCHUIUIMHAPHOE B3aUMOACHCTBUY OTOPUHOJIAPUHTOJIOTOB C BpayaMH-
neauaTpaMy crenuanucramu no MB, mpuMeHeHre COBPEMEHHBIX JUATHOCTUYECKUX U

XUPYPTHUUICCKUX TEXHOJIOTUH MO3BOJISIET ,2106I/ITBC$I YMCHBIICHHA YaCTOTbI pEHUIHNBOB
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HOJMOPraHHOM MAaToJIOTMM y OO0JbHBIX MB, CHM)KEHHS 4YacTOTBl HEOOXOAMMOCTH
IIPOBEACHUS XUPYPIUUECKOTO JICUCHUS U YIIYUILIECHNUs KauyeCcTBa )KU3HHU ITallUCHTOB.

[Ipy HamMuMM NOKa3aHUM K ONEPATUBHOMY JICYEHUIO IIyJIbMOHOJIOTOM U
OTOPUHOJIAPUHI OJIOTOM pa3palaTsiBaeTcs cxeMa IIPEAONEPALUOHHOTO U
MOCJICONIEPAIIMIOHHOTO ~ BEJEHUS MAlMEHTa, BKJIIOYAKIIas MOoJ00p CHCTEMHOMU
aHTUOAKTEpUAIbHON Tepanuu. Upe3BblYailHO BaKHBIM B IUIAHE MPEAONEPALUOHHON
HOJIFOTOBKY NALMEHTA SBJISETCS MPOodUIaKTUKa 000CTPEHUH JIETOYHON NaTOJIOTHH.

N3BecTHO, 4YTO HECMOTpPA HAa YCHEINIHO NPOBEACHHOE XUPYPrUYECKOE
BmeniarenbcTtBo, XPCcHII y gereit ¢ MB uMeeT TEHASCHIMIO K PELUUIAMBUPYIOMIEMY
TEUYEHUIO, YTO TPeOyeT AMHAMUUYECKOT0 HAOIIOACHMSI MAllMEHTa OTOPUHOJIAPUHTOJIOTOM.
B cBs3u ¢ 3TUM 17151 BBIOOpA aIeKBaTHOM TAKTUKU JICUEHUS B KIIMHUKO-AUArHOCTUYECKUI
QJITOPUTM BEIEHHU ITalUEeHTOB ¢ MB BKIIIOYEH TMHAMUYECKUI OCMOTD MAaLlMEHTa BPauoM
OTOPHUHOJIAPUHT OJIOTOM.

B mnocneonepanlMOHHOM NEPHOJAE HA3HAYAETCsl KOHCEPBATUBHAS — TEpamus,
BKJIIOYAIOLIAs: PEryJIApHble OOBEMHbBIE NPOMBIBAHMS IIOJOCTH HOCA COJIEBBIMU
pacTBOpaMH; TPUMEHEHHE TONUYECKUX W/WIM CUCTEMHBIX aHTHOAKTEepUaIbHBIX
npenapatsl. [logdoop anTnOaKTepUaIbHON TEPAIUU BBIMOIHIETCSA C YUYETOM PE3YyJIbTaTOB
MUKPOOHOJIOTUYECKOT0 UCCIIEIOBAHUS TATOJIOTUYECKOTO OTIEIAEMOT0 HUKHUX OT/AEIIOB
JbIXAaTENbHBIX MYTEHM W Marepuala, MOJy4eHHOTO MHTpaonepanuoHHo. HaszHawarorcs
WHTPaHa3aJIbHbIEC TIIIOKOKOPTUKOCTEPOUIHBIE IPENapaThl, MyKOJIUTUYECKHUE IIPENaparsl,
B TOM YHCJIE B BUJI€ MYJIbCUPYIOIINX NHTPAHA3AJIbHbBIX HHTAJIALIHIM.

[locne  mpoBeAEHHOTO  XUPYPrUYECKOr0  BMEIIATENIbCTBA  HEOOXOAMMO
amMOynatopHoe HaOJIOJCHHE TMAalMEeHTa OTOPUHOJIAPUHIONIOIOM Ul TPOBEIEHUs
paznuusbIX JIOP-MaHUIyJIAIMI IO HPPUTATMOHHO-IMMUHALIMOHHOW TEPAITUH MTOJIOCTH
HOCAa M OKOJIOHOCOBBIX IIa3yX, BKJIIOYash NPOMBIBAHUS OKOJIOHOCOBBIX IIa3yX 4Yepes
MIOCJIEONEPALTMOHHBIE COYCTHS.

[ToMmuMo HaOMIOAEHUS B pPAHHEM IMOCJIEONEPAMOHHOM TIepuoje, Tpedyercs
peryispHoe amOyinaTopHoe HaOmoJIeHue OoTopuHOJapuHroiora. KoHcynpramus
OTOPUHOJIAPUHTOJIOTa € 00s3aTeNIbHBIM 3HJIOCKOIMUYECKUM HCCIIEIOBAHUEM TOJIOCTH

HOCa M HOCOIJIOTKH OOJIDKHA ITPOBOAUTCA C IICPUOAUYIHOCTBIO pa3 B HICCTh MCCALICB UJINU
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yarie (Ipy HaJWYUU Kajlo0) IS OLIEHKU COCTOSIHHS MOJIOCTH HOCA, MPEeA0TBpaIlCHUs
PELMANBOB Pa3BUTHS XPOHUYECKOTO PUHOCUHYCUTA U KOPPEKIIMHU TEPAITHH.

[TomBOAsT UTOT BHEIIOJHEHHON PaOOTHI, MO)KHO KOHCTaTUPOBATh, UTO MPOBEACHHBIN
HaMM KJIMHAYECKUN aHaJIU3 TT03BOJIUII KOMIUIEKCHO OLIEHUTh COCTOstHUE MpoosiemMbl XPC
y nered ¢ MB B P®. Hame wuccnenoBanue Ioka3zajo, 4TO B HACTOSIIEE BpeMs
OTCYTCTBYET MEXJIUCIUILUIMHAPHBIN MOAXO0J] B BEACHUH NAaUEHTOB ¢ MB, cymecTByer
HEJIOOIICHKAa BpadyaMM 3HAYUMOCTU BIJIMSIHMSL IAaTOJIOTMHM OKOJIOHOCOBBIX Ia3yX Ha
KauecTBO KM3HM nereil ¢ MB wu, kak cienctBue, Haanyue rumoguarHoctnku XPC u
HECBOEBPEMEHHOE OKa3aHHWE aJICKBAaTHOM JieueOHOW rmomornu. Jlis pemeHus: TaHHOM
po0JIeMbl HEOOXOUMO YCHIIUTh MEKIUCIUIUTMHAPHOE B3aUMO/ICHCTBUE CTICIIUATIICTOB
o MB u Bpaueii-OTOpUHOIAPUHT OJIOTOB.

B pesynbrare npoBEAEHHOTO HCCIEIOBAaHUS JOKA3aHO, YTO XPOHUYECKUU
PUHOCUHYCUT C HA3AJIBHBIM IOJHMIIO30M OKA3bIBAET HETATHBHOE BJIUSHUE HA TSKECTh
MOJIMOPTaHHOM MAaTOJIOTHUM y TIAIIMEHTOB C MYKOBHUCLHIO30M, 4YTO MPOSBISETCS
YBEJIMUYCHUEM YHUCJIA BHEJIETOYHBIX OCJIOXHEHUW MYKOBHUCIHI03a, YCUJICHHEM
KOHTAMUHALIUM HWXXHUX OTJEJIOB [IbIXaTEJIbHBIX IyTel OakTepuanbHOl ¢Iopoi;
YBEJIMYCHUE JICKAPCTBECHHOW HArpy3Kd Ha TalUMeHTa W [POJOJDKUTEIbHOCTH
TrOCIUTAIA3ALUH.

[Tokazano, uro y nereii ¢ XPC nnu XPCcHII npu MB Bo3HMKaeT yXyaIeHne KaKk
(bU3UYECKOro, TaK W AMOIMOHAJILHOTO cocTosHusA. Jletn ¢ MB MoryT ucnbIThIBaThH
AMOIIMOHAJILHBIE TPYJIHOCTH KaK B CBS3M C TSDKECThIO 3a00JieBaHUsl, TaK U C
HEO0OXOIMMOCTHIO BBITTOJTHEHUS MHOTOYHMCIICHHBIX TEPANIeBTUYCCKUX MTPOIICAYP C IEIBIO
JICUYCHUS TTOJIMOPTaHHOM MaTOJIOTHH.

[IpensioxkeHHbIN METOT JICYEHUS TAIIUEHTOB C XPOHUYECKUM PUHOCUHYCUTOM MPHU
MYKOBHCIIUIO3€ C BKJIIFOYCHHEM JOTIOJHUTEIHHO K IHIAOOPOHXUATHHBIM WHTAISIIHSIM
MHTPAHA3IbHBIX MyJICUPYIONIUX UHTAIALMN ¢ MyKOJUTUYECKUM TIpernapaToM J0pHa3a
anb(a MoKazal CBOK KIMHUYECKYIO A(PPEKTUBHOCTb, BBIPAKEHHYIO B YJIyUYLIEHUU
nokasatenu (yHKIUA BHEUTHETO JBIXaHWS, YMEHBIIEHUH TMOTPEOHOCTH B Ha3HAYCHUU
KYpCOB BHYTPHMBEHHON aHTHOAKTEpPUAIBHOM TEpanmuud ¢ CHUXKEHUE YaCTOTHI

XUPYPTUICCKUX BMCHIATCIILCTB Y I[CTCﬁ.
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Jns pemieHuss mpoOIeMbl MEXKIMCHUIUIMHAPHOTO B3aUMOJICHCTBUSI Bpauel B
BesleHnH Aetedt ¢ MB HamMu Obln pa3paboTaH KIMHUKO-TUATHOCTUYECKUN aJITOPUTM,
CIIOCOOCTBYIOIIMKA aJIeKBaTHOM MapHIpyTHU3alldd MAllUEHTOB, PAaHHEMY BBISBICHUIO
XPOHUYECKOW TaTOJIOTMH HOCA M OKOJOHOCOBBIX Ma3yX. IlpennokeHHas KIMHUKO-
JIMarHOCTUYECKAss MOJENIb JICYEOHOM TMMOMOIM JETSIM SIBIISIETCS Ba)XXHOM Mepoit
PO IITAKTUKY PEIUINBOB MOJMOPTAHHON TATOJIOTHH W YAYYIIEHUS Ka4eCTBa JKU3HU

IMallMCHTOB ¢ MYKOBHUCIIUI030M.
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BbIBO/bI

1. PacnpocTpaHEHHOCTH  XPOHHUYECKOTO  PUHOCHMHYCHTa Yy  JIETed  C
MyKoBHUCIIHI030M B Poccuiickoit ®denepanmu  coctaBiaser 81,60 % cpean Bcex
MAIMEHTOB C MYKOBUCIIUI030M, TPH 3TOM XPOHUYECKHUN PUHOCHHYCHUT C Ha3aJIbHBIM
noaumo3om Berpedaerca y 50,03 % nereit ¢ MyKOBUCIIMI030M.

2. XPpOHHYECKHI PUHOCHHYCHUT C HA3aJIbHBIM ITOJIMIIO30M OKa3bIBAECT HETAaTHBHOE
BIIUSTHUC HA TSHKECTh MOJHMOPTAaHHOW MATOJIOTHH Y MAIIUEHTOB ¢ MyKOBUCIIUIO30M, YTO
MPOSIBIISIETCS] YBETMYCHUEM YHKCJIa BHEJIETOYHBIX OCJIOKHEHUI MYKOBHCIIHI03a, TaKUX
KaK: MYKOBHCITUI03-aCCOIIMMPOBAHHBIN caxapHbli aumaber — Ha 2,39 % (p=0,000),
nopaxeHus neuenn — Ha 12,59 % (p=0,000), ocreonopo3z — na 3,11 % (p=0,001). Ha
dboHE XPOHHMYECKOTO PHUHOCHHYCHTAa C HA3IBHBIM IIOJIMIIO30M  BO3pacTaeT
KOHTaMHUHAIIASI HIDKHUX OTJACNIOB JBIXaTCNBHBIX ITyTel OakTepuanbHON (riopoli Ha
11,29 % (p=0,000), oTMe4aeTcsi yBEIUYCHHE JICKAPCTBEHHOW HArpy3KH Ha MallMeHTa, B
YaCTHOCTH BHYTPHBEHHOW aHTHOakTepuaipbHOi Teparmu Ha 11,05 % (p=0,000), u
IPOAOKUTEILHOCTH TocuTanu3anuu Ha 8,45 nueii (p= 0,000).

3. XpOHHMUYECKHN PUHOCHHYCHUT JOCTOBEPHO CHIPKAET KA4yeCTBO XU3HM JIETEH C
MYKOBHCLIAIO30M, YTO BBIPAKAETCA B: CHIXKEHUH 3MOLMOHANBHOrO oHa Ha 0,50 Ganna
(p = 0,002); ycusnenuu npusHakoB nHpeKIMoHHOTO Tporiecca Ha 0,82 6ama (p = 0,000);
HazanbHOM o0cTpykuuu Ha 0,59 6amna (p = 0,001). [TokazaTens OLIEHKU KaueCTBA )KU3HU
JeTel ¢ XPOHUYECKUM PUHOCUHYCUTOM Xyke Ha 0,59 Gainna, 1o CpaBHEHHIO C JEThMHU
0e3 xporunueckoro punocunycura (p = 0,037).

4. JloxazaHa kinuHU4YEcKas 3((HEKTUBHOCTh NMPEITI0KEHHOTO KOMOMHUPOBAHHOTO
METO/Ia JICYCHUS TMAI[MEHTOB C XPOHUYECKHUM PUHOCHHYCHUTOM IPU MYKOBHUCIIUIO03E C
BKJIFOYCHHEM JIOTIOJHUTEIHHO K HHIAOOPOHXMATBHBIM HHTAJSIIUSAM HHTPaHA3ATbHBIX
NyJbCUPYIONIUX HMHTAIAIUNA C MYKOJMTHYECKHM TIpernapaToM JOpHa3a aibda,
BBIPOKEHHAS] B YJIYUIICHUM IMOKa3aTenW (DYHKIIMM BHEIIHETO IIbIXaHWS: YBEINYCHUE
o0beMa (POPCUPOBAHHOIO BBIOXA 32 MEPBYIO CEKYHAY MaHeBpa (HOPCHUPOBAHHOTO
BbIIOXa y jeTeit 612 met Ha 9,53 % (p = 0,048), y mereit 13—18 ner — Ha 10,30 %

(p =0,049); yBenuuenue HopcupoOBaHHOHN )KU3HEHHOM EMKOCTH JIETKHX Yy aeTeit 6—12 et
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Ha 6,50 % (p =0,041), y nereii 13—18 net Ha 6,66 % (p = 0,038). OT™MeueHO AOCTOBEPHOE
YMEHBIIICHUE MTOTPEOHOCTH B Ha3HAYCHUHM KYpPCOB BHYTPHBCHHOW aHTHOAKTEPHAILHOMN
Tepanuu y aerei 6—12 ser Ha 6,12 % y mereit 13—18 ser wa 50,52 % (p = 0,008);
MIPOIOIKUTEILHOCTH TOCIUTAIM3AINK Y AeTel 6—12 et Ha 6,12 % a 'y nereit 13—18 ner
Ha 50,52 % (p = 0,046), u cHI>KEHHE YaCTOTHI XUPYPIHUSCKUX BMEIIATEIBCTB Y JETCH
Bcex Bo3pactoB Ha 75% (p = 0,048).

5. Pa3paboTaH KIMHUKO-AHMATHOCTUYCCKUN aITOPUTM MEKIUCIHUILIMHAPHOTO
I0JTX0J1a K BEJICHHIO IMAIMEHTOB JETCKOT0 BO3pacTa ¢ MyKOBHUCITHI030M, OCHOBAaHHBIH Ha
COBMECTHOM BEJICHHH TAI[UECHTa BPAUYOM-CIICIIUATIMCTOM 10 MyKOBHUCIIU/IO3Y U BPavuoOM-
OTOPUHOJIAPUHTOJIOTOM Ha BCEX JTamax JAWarHOCTUKH M JICUeHHs. BxiroueHue B
AJITOPUTM  TIEPUOJUICCKUX KOHCYJIbTAIlMH OTOPHHOJAPUHIOJIOra ¢ 00sA3aTeIbHBIM
IIPOBEJICHHEM JUArHOCTUYCCKOH SHIOCKOIHMH IIOJIOCTH HOCAa M HOCOTJIOTKH,
KOMITBIOTEPHOTO  TOMOTPa(MUeCKOro  HCCJACJAOBAHUH  OKOJIOHOCOBBIX  Ia3yX,
AHKETUPOBAHUS TAI[MCHTA, MO3BOJIICT CBOCBPEMCHHO BBISBUTH IATOJOTHIO IOJIOCTH
HOCa M OKOJIOHOCOBBIX Ia3yX, ONPEACIUTh aJICKBATHYIO TAKTHKY JICUCHHS, BKJIIOYAs
XUPYPTUYECKYI0, YTO CIIOCOOCTBYET OCIA0JICHHUIO TSHKECTH TCUSHUS MYKOBHCITH03a KaK
MOJIMOPTAHHON  TATOJIOTMM M YJY4YIICHHIO KayecTBa JKWM3HM  TIAllUCHTa C

MYKOBHUCIIUO30M.
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INPAKTUYECKHME PEKOMEHJAIIUU

1. Bce getu ¢ quarnozom « MyKOBHUCIMIIO3» C LIETIBIO YIIYUIICHHS Ka4YeCTBa KU3HU U
CHUKEHUS TSDKECTH COIMYTCTBYIOIIECH MOJMOPTaHHOM MAaTOJOTHU TPEOYIOT PEryIsIPHOTO
amMOyJIaTOPHOTO HAOJIO/IEHUSI Bpaua-OTOPUHOJIAPUHIOJIOTA C MEPUOIUYHOCTBIO OCMOTpa
OJIMH pa3 B IECTh MECALIEB UJIU Yallle MPU BO3HUKHOBEHUH kan00. KoHcynbranus Bpaya-
OTOPHUHOJIAPUHTOJIOTA JOJKHA 00S3aTEIhbHO BKIIOYATh YHIOCKOIIMYECKOE UCCIICTOBAHUE
MOJIOCTH HOCA U HOCOTJIOTKH.

2. llenecooOpa3HO BKJIIOYCHUE B CXEMy KOHCEPBATHBHOTO JICUCHHS TAIlMCHTA C
XPCcHIT npu MB nonoiHuTENbHOM K SHAOOPOHXUATBHON HHTANISIIIMN MHTPaHA3aIbHY IO
C TOMUYECKUM MYKOJUTHYECKUM IpernapaTroM J0pHa3a aib(da B BUAE MYyJIbCUPYIOUIEH
WHTaJSIMKA B TO3UPOBKE 1,25 MI B KaXIylo MojoBUHY Hoca. HeoOXoauMo yYuThIBATS,
4T0 3((HEKTUBHOCTH TEPANUU MYKOJIUTUUYECKUM TIPEIapaToM J0pHa3a anb(a 3aBUCUT OT
CTEIMEHU HA3aJIbHOTO MOJIMII03a U 00Typalliyu 0CTEOMEeaTaaIbHOI0 KOMILIEKCA.

3. HeoOxomuMo paccMOTpPETh BOTMPOC O HAIMYUM TMOKa3aHUH K XUPYPTrHUECKOMY
JedeHuro pu Hed((HEKTUBHOCTH KOHCEPBATUBHOW TEPAIWU, YXYIIICHUU KIMHUYECKON
KapTUHBI, BBIPAKEHHON B YCWUJICHHM Ha3aJdbHOW OOCTPYKUMU U YBEJIMYCHUH CTETICHU
HA3JIBHOTO TIOJIUTIO3a, MOATBEPXKIEHHOE TaHHBIMUA KOMITBIOTEPHOTO TOMOTPahUIeCcKOro
VICCIIEOBAHMS, A TAKKE YXYAUIEHUE KIIMHAYECKOM KapTUHBI CO CTOPOHBI HUXKHUX OTIEIIOB
JIbIXaTEIbHBIX MTyTEH.

4. Tlpu BbIOOpPE TaKTHKW JIEYCHHUS, a TakkKe Npu pa3paboTKe TIiaHa
MPEIONEPANMOHHON MOATOTOBKUA TAIIMEHTA C XPOHUYECKUM PHUHOCHUHYCUTOM TIpHU
MYKOBHCIIUI03€ HE00X0IMMO PYKOBOJICTBOBAThHCSA MIPUHLIUIIAMHA TECHOTO
MEXKIUCIUIUIMHAPHOTO  B3aWMOJCUCTBUA € JIEHAllUM BpPavyOM-CIELHAIMCTOM IO

MYKOBUCIIMI03Y, Bpa4OM-ITyJIbMOHOJIOTOM, IIEAUATPOM ¥ OTOPUHOJIAPUHTOJIOTOM.
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HPUJTOXKEHUA

Ipunooscenue 1

Perucrpa | Haim Haﬂsqne Hannuue
MHH, Bo3pact Toprosoe Peructparus Ust YMEB | s B
Hayaja MPUMECHEHUS | HAaMMEHOBAHUE P® EC/CII | )XHB 3apybex
€HHBIX
A JIII HbIXx KP
KP
nuBakadTop +
JA (c 2020 JA (c
nymakadtop (¢ 1-ro Opkam6u® i JA JA* JA
rona) r.,c2-xuer) | 2015r.)
anekcakadrop / A
uBakadrop / HAA (¢
Tpuxkadpta® (c2023r,c6 HET HET HET
Te3akadTop 2019 r.)
JIET)
(c 6 mer)
uBakadrop (¢ 4 JA (c
MecATIes) Kamunexo® HET 2012r) HET HET JA
nuBakagdTop + JA (c
Te3akadTop (¢ 6 1eT) Crmpero® HET 2018r.) HET HET A
*Mpumeuanne: Knuuuueckue pekomeHgauuu — KucTo3HbIA (uOPO3 (MyKOBHCIUI03) —

(24.09.2021); UnCcTpyKIMS 1O METUIMHCKOMY MPUMEHEHMIO JIeKapcTBEHHOro mpemnapara OpkamoOu
(uBakadtop / mymakadrop) JIII-006652 ot 02.12.2020; MHCTPYKIHS 110 METUIIMHCKOMY TPUMEHEHHIO
JekapcTBeHHOTO npernapara Opkamou (1Bakadrop / mymakadrop) JIII-007000 ot 12.05.2021.
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Ilpunoorcenue 2

AHKeTa VISl OLICHKH KAa4eCTBA KU3HU U nposas/jenuit JIOP-nmarosoruun
y JAeTeid ¢ MyKOBHCIH/I030M

®UO pebenka

arta poxaenus

[HomHbIX net

ITon

Jara npuema

Mecro xxutensctBa (Pecmy6iuka, 061acTh, ropo)

IIpucyTCTBYIOT J1M YKa3aHHbIE KAJI00b1?
3arpy/aHeHHe HOCOBOIO AbIXaHUS:
L] 1A
[ ] HET

OTtaensieMoe U3 HOCa (MJIM CTEKAHUE OTAEJAEMOr0 110 3a/IHeil CTEHKe IJIOTKH)
L] 1A
[ ] HET

Kano0b1 Ha 00J1b WK YYBCTBO TUCKOM(PoOpPTa B 00,1aCTH NMPOEKIIUU
OKOJIOHOCOBBIX Ma3yX (J100, MIeKH, MEXKAY IJ1a30M U HOCOM)

1 1A

[ 1 HET

CHuKeHHe WM OTCYTCTBHE 00OHSIHMS (€CJIM pe0eHOK MOKeT MOHATH U
chopmysiupoBaTh):

L] 1A

L] HET

[ ] PeGeHOK HE MOKET IaTh OTBETA
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HNudexnumnonnblii mponecc B nazyxax: OtaensiemMoe U3 HOCA, 3aTPyTHEHHE HOCOBOTO JIBIXaHHsI, Kallelb B
THEBHOE BpeMsl, TOCTHA3AIbHBIN 3aTeK (CTEKaHUE CIM3H 110 3aJHEH CTEHKE TIIOTKH), TOJIOBHAS 00JIb,
00JIe3HEHHOCTh B 00yacTH na3yx. Kak 4acto maHHbIE jkano0bl BO3HUKAIH y Balllero peOeHKa 3a 1 Mecsir

Huxorna [] EpusuuHBIE STH30/151 [l Yacro
[l Huorma [ Bonpmryro yacts BpeMeHH
[ ] Penko [l TlocrosHHO

3aTpyaHeHUe HOCOBOIO JbIXxaHus: "3aI0KeHHOCTh'" HOCA, 3aTPYAHEHHE HOCOBOTO JABIXaHUS, CHIDKEHHUE
00OHsHMSL, AbIXaHue uepe3 poT. Kak yacTo maHHbIe *KanoObl BOSHUKAIH y Ballero pebenka 3a 1 mecsiy

Huxorna [] EnusuuHBIE STH30.151 [ Yacro
[l Huorma ] Bonpmryro yacts BpeMeHH
[ ] Penxo [l TlocrosuHO

Ipu3naku aaaeprun: Ynxanue, 3yn, pazapakeHue Hoca/rias, cinezoredeHre. Kak yacto 1aHHBIE 5Kalo0bI
BO3HHKAJIU y Ballero pedeHka 3a 1 mecsn

Huxorna [] EnusHuuHBIC STH30.15I [] Yacro
[] Wnorma [ Bonburyro yacth BpeMeHH
[] Penxo [l TlocrosHHO

OMOUMOHAJ/IbHbIE NepeKUBaHus, cTpecc: Pa3apakuTenbHOCTh, pa304apoBaHHOCTH ((ppycTpaius), TOCKa,
0ecroKoNCTBO MK PobsIeMbl co cHOM. Kak yacTo 3Ti mpo6ieMbl BO3HUKAH Y Balero pedeHka 3a 1 mecsit u3-

3a 3aTPYAHCHHA HOCOBOT'O JbIXaHUA NI 6o BCIICACTBHUEC pI/IHOCI/IHyCI/ITa?

Huxorna [ 1 EnuHWYHBIE SITH30BI [ ] Yacto
[l Huorma [] Bonpyio yacTh BpeMeHU
[ 1 Pemxo [l TITocrosuHO

Orpannyenue akTuBHOCTH: [Ipormyckaer 3aHsTHS B IIKOJIE/TIOCEIIEHUE IETCKOTO Ca/la, HE MOXKET UIpaTh C
JpYy3bsIMH, HE MOXKET 3aHIUMAaThCS MHTEPECHBIMU JieniaMu. Kak 4acTo 3TH npoOieMbl BOZHUKAIN Y BaIlIeTO
pebeHka 3a 1 Mecs n3-3a 3aTpyAHEHUS] HOCOBOT'O JIBIXaHUS MJIM OOJIM BCIIEACTBUE PUHOCHHYCUTA?

Huxornma [] EnuHWuYHBIE STIH30.1bI [ Yacro
[] Wnorma [ | Bonburyro yacth BpeMeHH
L[] Penko [l Tocrosuuo

IToaBoas UTOr, KaK Bbl MOXKETE OLIEHUTDH KAUYECTBO KU3HU PeOEeHKa B pe3yabTare Npo0eM ¢ HOCOBBIM
JIBIXaHWEM MM 00JIBIO BCIIEACTBHE PUHOCHHYCHTA (00BeauTe oaHY udpy), rae «0» — MakCUMaJIbHO
BO3MOKHOE, a «10» - Hauxy/aee.

0 1 2 3 o 5 6 7 8 9 10
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YcraHoBJieH M paHee BameMmy pe0eHKY 1MarH03 « XpOHU4eCKUil

PHHOCHHYCHUT» (THOIHOE NMOpaskeHne 0KOJOHOCOBBIX NMAa3yX U / HIIM NOJTHIbI)?

[] JIA, ecnu nomuuTe, To koraa snepsble (CHHYyCHT — r. [Iosmumsl B monoctu
HOCA — r.)
[ ] HET

Bommosansincs i Bamemy peGeHKy onepanuu mo nNoBoay XpOHU4YeCKOro
pUHOCHHYCHTA?
[ ] JIA (moguepknyTh BepHoe — DHpocKonudeckH «depe3 Hoc» WJIM no Kommysm-

JIroky «moj1 ry0oii»)

[ ] HET
Ecnu na, To ckoJIbKO pa3 u Korjaa (eciiv moMHUTE)?  pa3
1.« » 20 r.
2. «__» 20 1.
3.« » 20 r.
4. « __ » 20 r.
5.« » 20 T

Komnbrorepuast romorpagus

Brimonssinach mu pedenky KT okomoHOCOoBbIX mazyx?

] 1A
L] HET
YkaxuTe MUKPOOHBIN NATOIeH BEPXHHUX AbIXaTeJbHBbIX IyTel
ITATOT'EH I'OJ] BBIJEJIEHMA | HA MOMEHT 3AIIOJIHEHUA
AHKETBI
S. aureus
MRSA

P. aeruginosa xponuyeckast

P. aeruginosa uHTEpMUTTUpYIOLIAS

B.cepacia complex

Achromobacter spp.

S.maltophilia

[Ipouee — (yka3ath)
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JAJIEE 3AITIOJIHAETCA JIEYAIIUM BPAYOM
TP HAJIMYUHN NTHPOPMAILINU:

DHI0CKONMUYECKHE / pHHOCKONUYECKHEe PU3HAKH:
HazanpHbIi 11oaumno3

1 1A

] HET

[ ] Punockomnus / 59HAOCKOMHS MONOCTH HOCA HE MPOBOIMIIHCE

Cau3ucTOo-THOIHOE 0Te/IsieMoe IPEUMYIIeCTBEHHO U3 CPeHEro HOCOBOI 0
xXo/a1a

L1 OA

[ ] HET

[] Punockomus / S9HIOCKOMHS MONOCTH HOCA HE MPOBOIMIIHCEH

Ortek / 00CTPYKIUSI MPEMMYIIECTBEHHO 00J1ACTH CPeTHEr0 HOCOBOT0 X0/a
L1 IA
[ ] HET
[ ] Punockomus / S9HIOCKOMHS MONOCTH HOCA HE TIPOBOIIICEH
Komnbrorepuast romorpadgus:
KT-n3menenust CJIM3MCTOMH 000J109KH 0CTHOMEATAJLHOI0 KOMILIEKCA U / HiIH
OKOJIOHOCOBBIX Ia3yx
L] 1A
[ ] HET

[ ] KT 0KOJIOHOCOBBIX Ma3yX He BBIIONHAIOCH
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Ipunoorcenue 3

A.]'Il"OpHTM MEKINCHTUIIJIMHAPHOIO aMﬁyJIaTOPHOFO Haﬁ.]'llOL[eHI/Iﬂ JeTeH ¢ MYKOBUCIIMI030M

JHarHo3
MYKOBHCIHIOZ
VCTaHORIEH
OEeAHATPOM,
Oy IEMOHNIOTOM,
OOOTEEDEIER
TEHETHROM

Habnronesne e l{eHTpe MYKOEHCIHIOZ3:

KOHCYNETAUHA Epada-CIeIHATHCTA 0 MYKOEHCIHIOEY,
HazHa"geHH: 0a3HCHOH TepanyH MB;

HEOHCYBTAMHT H HaOMHIeHH: OTOPHHOIAPHHATOJIOT 2] {
HOHCYIIBTINHH ED 39ANMH CMEFHBIT CIEIHATEHOC TEH,
EHHESHOTEPANEET A C NePHOIHIHOCTEEY OJHH pas B IECTE

v

MECHANEE, HIH TallE.

XPC ne
EBLAGTEH

| |

Boiagren XPC Gez
HA3WTIBHOZO0 HOJNRO3 WL *
XPCcHIT 1-2 em. **

KoHCYNETAmHA 0TOPHHOTAPHHTOIOTA:
cOop xanod, aHAMHE33, 3AM0THEHAS

SN-5*, obmzaTensHuni ocvorp JIOP-
OpPTaHoB C SHIOCKOIHYECEHM
HCCTeI0BAHHEM TOTOCTH HOCA H
HOCOTTIOTKH.

o **

KommnexcHad KOHCePBATHBHAT
TEPAMHA, ¢ EXIIOUeHHAEM
3HA0DPOHNHALHELL H
HHTPAHAZATEHEN HHTATATEH C
MYKOIHTHIECKHM IPEaparoM
nopHaza ansha

KoMmnexcHat KOHCEPEATHEHAT
Tepamag XPCcHIL
IIpHveHeHHe HHTPAHAZATEHOH
HHIATANHE JOpHAza amsda.
Ouenxa s derTazepes 3
MecAIa

1

YMenvuienue

CIHEREHIL
HaIWILHOZO
nOTUNOIa
Omcymcmeue
ghgherma

v

KT-mccnegorarme OHIT.

OnpegeneHne DOKIZAHAH K XHD YPrEIECKOMY TeTeHHIO0. PazpadoTka TaKTHEH KOMILIEKCHOH
TepalHH, BKIKIAT Ipe/]- H I0CTe0NepaHOHHY) AHTHOAKTEPHATRHY IO TEPATTHI0 COBMECTHO ©
EPaTOM-CIFIEATHCTOM IO MYEOBHCITHIOZY

XHpypradeckoe EMEMIATEILCTEC C IPHMEHEHHEM SHI0CKOIHIECKOTO
KOHTpOJA. B paHHEeM Mo CIe0ne parHOHEOM e pHOogE — Habmiomeane JIOP-

Epaua, BrmenHeEHe JIOP-MaHHETyIAIHE B aMOyIaTOPHER Y CIOEHTX

* — Sinonasal 5 (SN5) siBnsieTcst BaIupoBaHHBIM OIPOCHUKOM JUJIsl OIICHKH Ka4eCTBa )KU3HU Y

JeTel ¢ y JeTel ¢ NepCUCTUPYIOMMHU CUMITTOMaMH 3a00J1€BaHM MPUIaTOUHBIX Ta3yX HOCA

*

* — CrerneHp Ha3IBHOTO MOJUII03a OTIPEIETIACh B 3aBUCUMOCTH OT CTENEHU 00TYpaIiuu MOJIOCTH

HOCa B COOTBETCTBUH ¢ Kiaccupukaruein Johansen, moauduuupoanHon Meltzer
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