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OBLIAS XAPAKTEPUCTUKA PABOTbI
AKTYyaJIbHOCTH TeMbI

MykoBuciuno3 (MB) — HacneAcTBEHHOE ayTOCOMHO-PEIIECCMBHOE MOHOTEHHOE
3a0o0JeBaHNe, BBI3BAHHOE MYTalMEHl TIeHa TPaHCMEMOPAHHOTO pETyIsITOpa MYKOBHCIHI03a
(CFTR) m xapakrepusymolleecs MOpaXeHHUEM BCEX SK30KPUHHBIX JKeJ€3, a TaKkKe >KU3HEHHO
BaxHBbIX opranoB u cucteM (Kampanos H. U., 2014; Diab Céceres L et al., 2023; Grasemann H et
al. 2023). MB BXOIUT B YHCJIO pPACIPOCTPAHCHHBIX T'C€HETHUYECKU JAETEPMUHHUPOBAHHBIX
3a0oneBaHuii, yacTora KoToporo, B cpenneM mno Poccun, cocrasnser 1:10000 HOBOPOXKIAESHHBIX
(Kammupckas, H. 1O., 2021). Myrauun rena CFTR napymaioT He TOJNBKO TPAHCIOPT, HO U
CeKpelnu HOHOB Xjopa. Ilpu 3aTpyaHeHMH HX NPOXOXKICHHUS dYepe3 KIETOUHYI MeMOpaHy
yYBEJIMYUBACTCS peadbcopOLus HaATpusi KEJIE3UCTHIMHU KIJIETKaMHU, HApYIIAeTCs SIEKTPUYECKUN
MIOTEHLMAJ] IPOCBETA, YTO BBI3BIBAET HM3MEHEHUE DIJIEKTPOJIMTHOIO COCTAaBA U JETMIPATaLUIO
CEKpeTa jKeJe3 BHEUIHEN cexkpeunu. B pesynbrare BbIAEISEMBI CEKPET CTAHOBUTCS YPE3MEPHO
rycThiM M Bs3KuM. [Ipu 3TOM cCTpajaroT Jjerkue, >KelyJOYHO-KUILIEUHBIM TpaKT, IE€4YeHb,
MOJIKETY/IOUHAs Keje3a, ModenojoBas cucrema. llaromorus ominyaercs mporpeccUpyroliuM
MHBAINAM3UPYIOIIUM TeueHueM, a JjedeHue MB mo Oombiiedt yactu sBisieTcss O0oppOOi c
AHTUOMOTHKOPE3UCTEHTHOM (DIIOPOI IBIXaTEILHOTO TPAKTA U TSHKEIBIMH OCJIOKHEHUSAMHU JaHHOTO
3a0oneBanusi (Roesch et al. 2018). Ilopaxenue oxonoHocoBbix mnaszyx (OHII) B ¢opme
xpoHudeckoro punocunycuta (XPC), KoTopblii MOXKET MPOTEKaTh C HAIUYUEM MOJTUIIOB MOJIOCTH
HOCa (XpOHUYECKHH PUHOCHHYCHUT C HazaibHbIM noauno3oM (XPCcHII)), senserca ogHuM u3
nposiBaeHni MB, koTopoe 3HaYMTENbHO YXYy/IIaeT COCTOSHUE 3A0PpOBbs M KauecTBO »xu3HU (KOK)
MaIMEHTOB.

Ot 60 1o 100% nanueHToB, B TOM YMCII€ PaHHET0 AETCKOTO BO3pacTa UMEIOT U3MEHEHHUS B
okosioHocoBbIX Ma3yxax (OHII) mo naHHBIM KOMIIBIOTEPHO TOMOIpauuecKoro MccieAoBaHUs
OHIT (KT) (ITonsikos JI.I1. u ap., 2017; Babinski & Trawinska-Bartnicka, 2008; Berkhout u np.,
2014). Ilpu srom B Peructpe OGompHbix MB B P® 3a 2018 r. ecTb yka3aHUs TOJIBKO Ha
pactipocTpaneHHocTh nonumno3noro XPC npu MB, koropast B JeTCkoM BO3pacTe cOCTaBWja
27,03%. Wndopmauus o pacnpocrpanéHHoctu XPC npu MB orTcyTcTBYeT, 4TO TOBOPHUT O
runoguarsoctuke mnaroinorun OHII nmpu MB. Ilocnegnee cBsA3aHO Kak € TPYIHOCTAMH
JUArHOCTHKU, TaK M HEAOCTATOUYHBIM MEXIUCIMIUIMHAPHBIM B3aUMOJCUCTBUEM B JICUCHUU
nanueHtoB ¢ MB u moHuMaHueM 3HAaUMMOCTH HeraTuBHOro BiusHusS XPC Ha TedeHwue
MYKOBHCLIM/I03a, KaK TIOJIMOpPTraHHoro 3aboneBanus. [larueHTs! camu, 6€3 yTOUHSIONUX BOIPOCOB,
PEAKo MPeAbABIAIOT ka0l Ha matojoruto JIOP-opranos manuentos (o nanueiM Chetan Safi ¢

coanT. 2019 . — 20% nanueHToB, NPH HATUYNH 00bEKTUBHBIX Mpu3HaKkoB Yy 80% (Safi u op., 2020;



Zheng u np., 2019))., 3auacTyro BBUAY TSKECTH APYTHX MPOsBICHUI MB cO CTOPOHBI HMKHUX
OT/IEJIOB PECIUPATOPHOTO TPAKTA, JKEITYIOYHO-KHUILIEYHOTO TPaKTa U renaTroOUIMapHOi CUCTEMBI.
[IpoBenenmne ¢ 2007 roma B PO maccoBoro HeoHaranbHOro ckpuHuUHTa Ha MB cmocobcTByer
panHemy BeisBiIcHHIO 3a0oneBanus (Kycosa 3.A. u ap., 2010; JonaukoB ML.IO u ap., 2019).
MeXIMCUUIUTMHAPHBIN TOXO0/] BaXKEH JUIsl paHHETO BBISIBIEHUH PUHOJIOIMYECKON MaTOJ0TUH IpU
MB, kotopasi MOXET BO3HHKaTh yxke ¢ meproga HoBopoxaeHHocTH (Mohd Slim, 2016; Bruce,
Marshall 2021; Virgin, F. W. 2017). CBoeBpeMeHHOE Hauajao Tepamuu CIOCOOCTBYeT Oosee
N03/IHEMY JEOI0TY KIMHUYECKUX MPOSBICHUHN U 0ClIoKHEHUH MB co CTOpOHBI APYTHX OPraHoOB U
CHCTEM, CHM)KEHHUIO YaCTOTHI 00OCTPEHUH U MOBBIIIEHUIO KAY€CTBA )KU3HU.

B nacrosiee Bpems B PO Het noctoBepHoi nHpopmanuu o pacupoctpaneHHOCTH XPC y
neren ¢ MB, a smuaemuonorndeckue nannele 0 XPCcHII nenooneHeHnsl. I'mmoauarHocTHka
OOBSICHSIETCSI TEM, YTO MAllMEHThl CAMOCTOSITENIBHO PEAKO NMPEABSBISIOT KajJ00bl, CBSI3aHHBIE C
PUHOJIOTMYECKON MAaTOJIOTUEN, 3a CUET TSHKECTH MPOSBICHUN CO CTOPOHBI ITyJIbMOHOJIOTUYECKON 1
racTPO’HTEPOJIOTUUECKOM MATOJIOTUH, a TAKKE HEJOCTATOUHOMY MEKIUCLMILIIMHAPHOMY IOJXOLY
B BEJICHUM IALUEHTOB.

AKTyaJnbHOCTb  HCCIIEIOBaHMS  OOYCIIOBIIEHA  HEOOXOIMMOCTBIO  OIpEeeNCHHs
pacupoCTpaHEHHOCTHU XPC pu MB 51 pa3paboTku ajroputMa OKa3aHus
OTOPHUHOJIAPUHTOJIOTHYECKON MTOMOIIM B CTPYKTYPE MEXIUCHUIUIMHAPHOIO MOAXOAA K JICYEHUIO

nereil ¢ MB, HaunHas ¢ neprojia HOBOPOKIEHHOCTH.

Mean ucciaenoBanus
[ToBeimenne 3pPeKTUBHOCTH TUATHOCTUKU U JICUCHHUS XPOHUYECKOTO PUHOCHUHYCHUTA Y
I[CTCﬁ C MYKOBUCOMAO30M Ha OCHOBaHWH pa3pa60TK1/1 KIIMHUKO-AUAIrHOCTHYCCKOT'O aJIroOpruT™mMa,
0a3upyIOIIETOCS HAa TOMYYECHHBIX JAaHHBIX O PACIPOCTPAHCHHOCTH TMOPAKEHUS OKOJIOHOCOBBIX
Ma3yx M BIWSHUH XPOHHUYECKOTO PHHOCHHYCHUTA HA TSKECTh TEUCHHSI IMOJTHMOPTAaHHOM MaTOJIOTUH

IIPY MYKOBHCIIMJIO3€.

3agauu uccienoBaHus
1. U3yuuTh pacnpoCTpaHEHHOCTh XPOHUYECKOTO PUHOCUHYCUTA C HA3aJIbHBIM TOJUIIO30M U 0e3
Ha3aJIbHOTO MOJIUII03a Y JIETe ¢ MyKOBUCIIU1030M B Poccuiickoit denepanym.
2. OHpCI[GJ'II/ITL BJIMAHUC XPOHHUYCCKOI'O PUHOCHHYCHUTA C HA3AJIBHBIM IIOJWIIO30M Ha TAXKCECTb
TEUEHHUsI MyKOBUCIUI03a KaK MOJIMOPTraHHOW MaTOJIOTUH.

3. OHGHI/ITI) BJIMSAHUC XPOHUYCCKOI'O pPUHOCUHYCHUTA HA KAUCCTBO KU3HU I[GTGfI C MYKOBUCIIHUIO30M.



4. OueHUTh KIMHUYECKYIO APPEKTUBHOCTD MPENTI0KEHHOIO METO/]a KOMOMHIUPOBAHHOW TEepanuu
JeTell ¢ XpOHNYECKHMM PUHOCHHYCUTOM IPU MYKOBHCLH03€, BKIIOUAIOLIETO JOMOIHUTENbHYIO K
9HI00POHXHATBHON MHTANISAUH ¢ TOMMYECKUM MIPENapaToM MyKOJIMTHYECKOTO JeHCTBUS JOpHA3a
anb(ha HHTpaHA3IBHYIO MYJIbCUPYIOUIYI0 HHTAJSIIHIO.

5. Pazpa0oTaTh KJIMHUKO-AMArHOCTUYECKUN aJITOPUTM MEXAUCIUIITMHAPHOTO MOAX0/1a K BEICHUIO

MalMCHTOB ACTCKOI'0O BO3pacTa ¢ MYKOBUCIHUAO30M.

HayuyHnasi HoBU3HA

B nccnenoBanuu BriepBble H3y4€HA paCIPOCTPAHEHHOCTh XPOHUUECKOTO PUHOCUHYCUTA Y
JIeTe 1 MOAPOCTKOB ¢ MyKOBHUCIIM030M B Poccuiickoit denepanuu.

BnepBble 1pOIEMOHCTpHUPOBAaHA 3aBUCUMOCTb TSDKECTU TEUYEHMSI, BBIPAXKEHHOCTH
MOJIMOPTaHHOM MATOJIOTMM TNPU MYKOBUCLHUJO03€, YBEIMYEHHUS JIEKAPCTBEHHOM HArpy3ku H
CYMMAapHOH IIPOAOJDKUTENBHOCTH TOCIUTANIN3ALUHA OT HAJIWYUS XPOHMYECKOTO PUHOCHHYCHUTA C
Ha3aJIbHBIM IIOJIUIIO30M y JI€TEN C MyKOBHCIIHIO30M.

BrniepBbie M3y4eHO Ka4eCTBO JKU3HHU y JETE€H C XPOHMYECKHMM PHUHOCHUHYCUTOM IIPH
MyKkoBucLu03e B Poccuiickon denepanuu.

BriepBble noka3zaHa 1enecoo0pa3HOCTh NPUMEHEHNs: KOMOMHUPOBAHHOW Tepanuu JeTei ¢
XpPOHUYECKUM PHUHOCHUHYCHUTOM M HA3aJbHBIM IIOJIMUIIO30M IIPH MYKOBHUCIIMI03€ C BKIJIIOUEHHEM
JIOTIOJIHUTENBHBIX K OHJOOPOHXHAJIBHBIM MHTAJSIIMSAM  IYJbCUPYIOUIMX HHTPAaHa3aJIbHbIX

MHTJIALUN ¢ IpenaparoM JopHa3a anbda.

OcHOBHBIE M0JI0KE€HNS], BLIHOCUMbIE HA 3ALUTY:

1. Jlns pgetel, cTpamaronmx MyKOBUCIIU030M B Poccuiickoit deaepanuu, XapakTepHa BbICOKAs
4acTOTa BCTPEYAEMOCTH XPOHUYECKOTO PUHOCHHYCHTA KaK C Ha3allbHBIM IOJIMIIO30M, TaK U 0e3
HETO.

2. YcTaHOBIEHO, YTO YaCTOTa XPOHUUYECKOIO PUHOCUHYCUTA C HA3aJbHBIM MOJIUIIO30M y JIETEH C
MYKOBHUCIIUIO30M YBEJIMYHBAECTCS C BO3PACTOM U Yallle BBISBISETCA Y HOCUTENIECH TeHETUYECKOTO
BapuanTta rena CFTR F508del B roM03UroTHoM COCTOSTHUU.

3. XpOoHUYECKHI PUHOCUHYCUT C HA3aJIbHBIM IMOJIMIIO30M Y JIETEH C MYKOBHUCIIMJIO30M SIBIISIETCSA
HEOMaronpuaTHBIM  (AaKTOPOM, JTOCTOBEPHO CHIDKAIONIMM KAuyeCTBO JKU3HU MAIMEHTOB,
YXYALIAIONIMM TIOKa3aTeld (YHKIMM BHENIHETO [bIXaHWS, YBEIMYMBAIOIIUM OakTepuaIbHOe
MH(UIMPOBAHNE HWKHHUX JBIXaTENbHBIX MyTEH, YTO MPUBOAUT K yBEIMUYEHUIO JICKAPCTBEHHOM

HarpyskKu, NIpOgOJKUTCIbHOCTHU IOCIIMTAIN3alui U YaCTOTBI OCIIOKHCHUM.



4. IlpumeHeHHe MPEATIOKEHHOIO METO/a KOMOMHUPOBAaHHOW TEpamuu JAETed ¢ XPOHUYECKUM
PUHOCHHYCUTOM C HAa3aJIBHBIM IIOJIMIIO30M NP MYKOBHCLIMI03€ C TOTIOTHUTEIbHBIM BKIIFOYCHUEM
K 9HJOOpPOHXMAJbHBIM MHTAIALUSAM  HMHTPAHA3aJbHBIX MYIbCUPYIOIIMX  MHTAIAIUN ¢
MYKOJUTHYECKUM MPENapaToM MyKOJIUTHYECKOTO ISHCTBUSA TopHAa3a ajib(ha JOCTOBEPHO yITydIlIaeT
MoKa3aTesid (YHKIMM BHEIIHETO JbIXaHUs, CIOCOOCTBYET YMEHBIICHHIO 00BbEMa CHUCTEMHOMU

aHTH6aKTepHaHBHOﬁ TEpaIu U JJIUTCIbHOCTU CTAIMOHAPHOT'O JICYHCHUS.

TeopeTnueckas ¥ NPaKTH4YeCKas 3HAYMMOCTH PadOThI

OnpeneneHa pacopoOCTPaHEHHOCTh  XPOHUYECKOIO  PUHOCHMHYCUTAa y  J€Ted C
MyKoBHCLMI030M B Poccuiickoii ®denepanuu. BbIABICHO Hanuyue 3aHWKEHHBIX ITOKa3aTese
pEAIBHBIX AMUAEMHUOIOTHYECKHUX JAHHBIX 110 XPOHUYECKOMY PUHOCUHYCHUTY U OTCYTCTBUE TAHHBIX
0 XPOHUYECKOM PUHOCHUHYCHUTE C Ha3aJbHBIM MOJIMIIO30M Y AETEH IPU MYKOBUCIIH103€ B Peructpe
0O0JBHBIX MYKOBHUCITHI030M B Poccuiickoii Denepanum.

VYcraHoBileHa TOCTOBEpHAsi 3aBUCHMOCTH TSKECTH TEUECHHS IMOJMOPTraHHOW IMATOJIOTHH,
o0beMa JIEKapCTBEHHOW HArpy3Kd W IMPOIOJDKUTEIBHOCTH CTAIIMOHAPHOTO JICUEHHUS Y JETeH ¢
MYKOBHUCLM030M OT HAJTUYHUS XPOHUUYECKOIO PUHOCHUHYCHUTA C HAa3aJIbHBIM ITOJIUIIO30M.

Jloka3aHO CyIIECTBEHHOE HEraTHMBHOE BJIMSHUE XPOHUYECKOTO PUHOCHUHYCHTA, a TAKKe
XPOHUYECKOTO PUHOCHHYCHTA C HA3QJIbHBIM TIOJIUIIO30M HAa Kaue€CTBO JKU3HU JIETEH C
MYKOBHUCIUI030M.

Jlokazana kinuHUYeckas 3(PQPEeKTUBHOCTH MPEIJIOKEHHOTO MeToJa KOMOWHHUPOBAHHOM
TEpalii JIETE C XPOHUYECKMM PUHOCHUHYCUTOM MPH MYKOBUCLHJI03€, C BKJIIOUYECHHEM
JOTIOTHUTENHHO K  IHAOOPOHXUATBHBIM  HMHTAJSIUAM  MYJCHPYIOIMIMX HHTPaHa3aJbHbIX
HMHTAJISIUHN ¢ perapaToM MYKOJIMTHYECKOTO JIEHCTBUS JOpHA3a anbda /I 00eCTieueHUs T0CTaBKH
mpemapara B 007acTh OKOJIOHOCOBBIX MMa3yX. BKIIOWeHHE MOTMONMHHUTEIBHOW HHTpaHa3adbHOU
WHTISAIANA  CIIOCOOCTBYET  YAYYIICHHWIO (YHKIIMM BHEIIHETO JIbIXaHHS, YMEHBIICHHE
JIEKApCTBEHHOW HArpy3KHU U YIYYIICHUIO Kaue€CTBa KU3HU MAIIMEHTOB.

Pa3paboran W BHeApeH B  MPAKTUKy  KJIMHHUKO-JIUATHOCTUYCCKUN  aJTOPUTM
MEXKIUCIUTIMHAPHOTO B3aUMOJICHCTBHS Bpadeil Ha aMOylmaTOpHOM »JTare ¢ BKIIOUYEHHUEM
00s3aTeIbHOTO  OCMOTpa  MalKMeHTa  BPa4yOM-OTOPHUHOJAPUHTOJIOTOM  HM  IPOBEJICHHE

OHAOCKOIMUYCCKOTO UCCIICIOBAHUS ITOJOCTH HOCA U HOCOITIOTKH.

CooTBeTCTBHE THCCEPTANMH MACTIOPTY HAYYHOH CMEeNHATbHOCTH
Huccepranus cooTBeTCcTBYET mudpam cneruaibHocTei: 3.1.3. — OTOpHUHOIAPUHTOIOTHSI.

Pe3y.]'II>TaTI)I IMPOBEACHHOI'O HucciacagoBaHuAd COOTBECTCTBYIOT o0acTam ucciacgoBaHuA



CHEIMAJIbHOCTEH, a UMEHHO NyHKTaM 1, 2, 3 macnopra cnenuanbHOCTH «OTOPHUHOIAPUHTOIOT S
— WCCIIEAOBAHMS 110 U3YUEHHUIO dTHOJIOTHH, TTaToreHe3a u pacnpoctpanenus JIOP-3aboneBanuii;
pa3paboTKa ¥ yCOBEPILIEHCTBOBAHUE METOJIOB TUAarHOCTUKH U npoduiaktuku JIOP-3a0oneBanui;
OKCIIEPUMEHTANbHAS ¥ KIMHWYECKas pa3paborka metonoB JjeueHus JIOP-3aboneBanuii u
BHEJJPEHUE UX B KIIMHUYECKYIO NpakTuky. 3.1.21. — Ileauarpusi, a *MEHHO MyHKTY 5 macrnopra
cnenuanbHoctT  «llenmmatpus» — KIMHUKA, JUArHOCTUKA U JIEYEHHE BPOXKIEHHBIX U
HACJIe/ICTBEHHBIX OOJIe3HEH.
JIM4HbBIN BKJIAJ aBTOpPa

ABTOp TpOBENl HCCIIENOBATENbCKYI0 paboOTy MO 0030py HMEIOIIUXCS JHUTEPaTypHBIX
HMCTOYHUKOB, TIOCTAHOBKE II€JICH U 3a1a4, pa3padoTKe METOI0B OOCIIEI0BaHUs MAllUEHTOB, COOPY
MEePBUYHBIX JaHHBIX U OpraHU3alliy NEPBUYHOTO 00CIe0BaHus, ITMHAMUYECKOrO HAOII0IeHus 3a
NalUMEHTaMU C IPOBEICHUEM 3HJOCKOIIMYECKOIO HCCIIEJOBAHMS MOJIOCTU HOCA U HOCOIIOTKH.
ABTOp paszpabotan IaH JiedeHUs JeTei ¢ MyKOBHUCIMI030M M IPOBOAWI JICUCHUE IMAICHTOB.
Taxxe Obl1a TPOBEICHA CTAaTHCTHUYECKass 00palOoTka, aHanuM3 U 000OIIEHHE IOTYyYEeHHBIX
Pe3yabTaToOB. ABTOP M3JIOKUII MOJTYYSHHBIE B XOJI€ UCCIIEIOBAHUS JIaHHBIE B MIEYaTHBIX paboTax u
BHEJIPUJI B IPAKTHUKY MPEIOKEHHBIE METO/IBI JieueHus. Bkiia aBropa sSBisieTcs OnpeAesonuM 1

3aKJIIOYACTCA B YHAaCTUHM HA BCCX ITallaX UCCIICAOBAHMA.

CreneHb 10CTOBEPHOCTH Pe3yJbTATOB
JluccepTallmoHHOE MCCIIEIOBAHUE BBIMOJTHEHO Ha OOJBIIOM KIMHUYECKOM MaTepualie,
BKJIFOUAIOIIMM JaHHBIe 2216 ManueHToB, BKIOYEHHBIX B Peructp OombHbIX MB. Pesynbrars
WCCIIeIOBAHMS TIOATBEPKICHBI aHAIM30M KaK OTE€UE€CTBEHHOM, TaK U 3apyOeKHOM TUTepaTyphl MO
TEM€ HCCJIEIOBaHUs, CTPOTUM COOJIIO/ICHUEM HCCIIEIOBATEIILCKOTO MPOTOKOJIA U UCTIOIB30BAaHUEM
CTaTUCTUYECKUX METOOB Il 00pabOTKMA AaHHBIX. JJOCTOBEPHOCTHh MEPBUYHON TOKYMEHTAIIUH

JAUCCEPTAIMOHHOTO UCCIICAOBAHUA ITIOATBCPIKIACHA BKCHCpTHOﬁ OHCHKOﬁ.

BHenpenue pe3ys1bTaToB HCCIe10BAaHUS B IPAKTHKY
Pe3ynbTaThl BHIOIHEHHOTO UCCIIE0BAHUS BHEAPEHBI B IPAKTHUKY JICUCOHBIX YUPEKICHHM:
OI'bBY «<HMUIIO ®MBA» 1. Mocksa, ['BY3 MO «HUKU [dercreay M3 MO, II'Kb um. H. ®.
®wuarora JI3M.
Amnpodanusi HAYYHbIX pPe3yJbTATOB
OcCHOBHBIEC TIOJOKEHUS JAUCCEPTAIMOHHONW PAaOOTHI JOJIOKEHBI W OOCYyXkIeHbl Ha 43-ii
EBporetickoii kordeperun mo mykoucuunosy — 2020, 3—6 utons 2020 1., (JIuon, @panmus);

Bcepoccuniickom Bebunape «Ilatonmorus JIOP-opranos npu mykoBuciuaose», 9 urons 2020 r.; X



PecnyOnmukaHCcKO HayYHO-TIPAKTHYECKOH KOH(EPEHIIMH OTOPWHOIAPHHTOIOTOB PecmyOnmmku
Harectan. (Maxaukana, 10—11 wurons 2021 r.); Illkone KIMHMYECKOTO MBIIUICHHUS IeauaTpa
«ITonumel HOCa y JeTell U MOAPOCTKOB ¢ MyKoBHcuuAo30M» (MockBa, 19 mapra 2021 r); XV
Haunonansnom konrpecce «/HHOBaImOHHBIE METO/BI AUATHOCTUKHU U TEPAllMd MYKOBHUCIIHI034.
[Ipopris B Oynymee» (Cysmanb, 20-21 mas 2021 r.); 44-i1 EBponeiickoil KOHpepeHLUU IO
mykoBuctuno3y (Porrepmam, Hunepnanapl, 8—11 utons 2022 1.); XXI Poccuiickom koHTpecce
«/IHHOBAIIMOHHBIE TEXHOJIOTUHU B NMEAUATPUH U JETCKON XUPYPIUM» C MEXKIYHAPOIHBIM yUYaCTUEM
(MockBa, 21-23 cents0ps 2022 r.); IlneHyme mnpaBieHHI Hay4HO-IIPAKTUYECKUX OOIIECTB
OTOPHHOJIAPUHTOJIOTOB, TEAMATPOB, YEIIOCTHO-JHUIIEBBIX XUPYproB MOCKOBCKOW obmacTu
«MeXIUCUUIUIMHAPHBIN MMOAX0A OKa3aHWUsl SKCTPEHHOM MEIUWUIMHCKOM IMOMOIIM JAETIM C
natojorueir JIOP-opranoB» (MockBa, 4 centsops 2023 r); IV Cee3ne nerckux Bpauei
MocKkoBCKoii 0051acTu ¢ MEXITyHapoaHbIM yuacTueM «llemuatpus kak uckycctBo» (Mocksa, 6—8
centsa0ps 2023 r.).

HuccepranuonHas pabota anpoOupoBaHa Ha 3aceganuu YueHoro coBeta ®I'bY HMUILIO

O®MBA Poccuu 18 mapra 2024 1. (mpotoxoin Ne 3/2024).

yoankanumn

I[To teme naumcceprammu omyOnukoBaHo 11 meudaTHBIX paboT, W3 HUX 7 CTare B
PELEH3UPYEMBIX HayYHBIX KypHaJIaX, PEKOMEHAYEMBIX BbIciiel aTTecTallnOHHON KOMUCCUEN ITPH
MuHucTepcTBE HayKM W BhIcHiero oOpaszoBaHus Poccuiickoit denepanuu, B ToM uucie 4 B
W3aHUAX, UHACKCUPYEMBIX Scopus, mateHT Ha u3oOperenue RU 2794083 Cl1, per. 11.04.2023,
«Crioco6 mosydeHHs Marepuana W3 BEPXHEUETIOCTHOM TMa3yxXu I MHUKPOOHOJIIOTHYECKOTO
HCCIIEIOBAHM Y MMALIUEHTOB C MyKOBHCLU030M, IEPEHECIINX 3HIOCKOINYECKOE XUPYPruIeCcKoe
JIEYEHUE MO NOBOAY XpoHMueckoro puHocunycuta» II. M. benasuna, H. A. Maiixec, O. B.
Kapueesa, E. 1. Konaparsea, E. B. Monomamosa, A. C. [lerpos, A. A. [loroauna, /1. I1. [Tomnsikos,
A.T. Pa3anckas, A. C. KOnycos.

O0BbeM u CTPYKTYpa AuccepTaun
Huccepranus uznoxeHa Ha 160 cTpaHHMIaX KOMITBIOTEPHOTO TEKCTa M COCTOUT U3
BBEJICHUs, 0030pa JIUTepaTyphl, MaTepHAIOB U METO/IOB, JAHHBIX COOCTBEHHBIX HCCIIEIOBAHUM,
W3JIOKEHHBIX B YETHIPEX IVIaBaX W MX OOCYXIECHUH, BBIBOIOB, MPAKTUYCCKUX PEKOMEHIAIMN H
CIIMCKA JIMTEpaTyphl, BKIOYAIOMIEro 157 WCTOYHMKOB, M3 HUX 23 OTE€YECTBEHHbIX W 134 —
3apyOeKHBIX aBTOPOB, MpuiIoKeHud. PaboTa mimoctpupoBana 20 tabnunamu u 34 pucyHkamu, 3

MIPUITOXKCHUAMMU. I[HCCGpTaI_II/DI H3JI0’)KCHA HAa PYCCKOM A3BIKC.



COAEPKAHUE PABOTBI
MarepuaJjbl 1 METOAbI HCCJICTOBAHUSA

Pabora BemonHeHna Ha 06a3ze Tpex mneHTpoB B mepwon ¢ 2015 mo 2023 r.: B ILlentpe
mykoBucuuaoza ['bY3 MO HUKU Jlerctea M3 MO; B oTi€I€HUN J€TCKOM OTOPUHOIAPUHTOJIOTUH
u MeauuuHckoi peabwmmrtanuun OI'BY HMUIIO ®MBA P®. T'enerudeckoe oOcienoBaHue
BBIMOTHsITIOCH Ha 6aze ®I'BHY MI'HII um. akanemuka H. I1. boukosa.

B uccnenoBanue BriitoueHo 2216 nereit ¢ MyKkoBUCLIH030M B Bo3pacte oT 0 10 18 jert, uro
SIBIJIOCh CaMOW OOJBIION HAa JaHHOW MOMEHT BBIOOPKOW MAIMEHTOB JETCKOTO BO3pacTa,
MIPOKMBAIOIINX B PA3JINYHBIX perHoHax PO.

Jlnst  peleHUs TOCTABJICHHOW 1€MW MPOBEICHO MHOTOATAalHOE MHOTOIICHTPOBOE

HCClIeIOBaHKE, BBIMIOJIHEHHOE B UeThIpe dTamna (Tad. 1).

Taﬁ.Jmua 1 — Yucno MalUCHTOB, XapaKTCPUCTUKA U 3ala4H 3TAIIOB UCCICAOBaHUA

XapakTepHcTHEA
Koa-so Cpegamii
HCCIeTOBaHHS I'pynma 3anaqn Hccnetoranns
(mos m/sx) Bo3pacT (roger)
(3tam)
CpaEHHTEIEHAY OLEHKA THKECTH
Hetu ¢ XPCcHII 599 (302/297) 10,52 +3.93 .
OnroMomeRTHOE COIYTCTEVIOIEH [ATOIOTHE,
PETPOCTIEKTHEHOE AHTPOMOMETPHIECKHXK JAHHELX,
KoroprHoe Tetn 6ez XPCcHIT | 1617 (816/801) 750474 remoTHna, Tepamm feredt ¢ XPC u
(mepeEtii sTam) Dz HEr0 Ha OCHOEaHHH PerHcTpa
Beero 2216 (1198/1168) 821+474 | SomsmsexMB 20181
Muoronertporoe Jetu ¢ XPC 249 (126/123) 590+3.88 CpapHuTeIEHAT OIEHKA METOIOM
MIPOCHEKTHBHOE OTEPEITOE ,-‘]em gesx XPC 140 (? 1_:'69) 9.09£4.00 AHKETHPOBAHHA KAYECTEA KH3IHH,
KOropTHOE Beero 389 (196/193) 7.96 +423 nposeernt XPC
(eTOpOII 3TaN)
OxzHOMOMEHTHOE Hetr ¢ XPC 200 (106/94) 8.19+412 Omnpegenense
NPOCIEKTHEHOE Jern ¢ XPCcHII 123 (67/56) 8.95+458 pacnpocTpanersocTH JIOP-
(TpeTwit a1am) Bcero 245 (127/118) 8,00 + 4,10 TATONOTHH, &¢ MPOARIEHHH,
HATHIHE/ OTCYTCTEHE HA3ATEHOTO
TIOTHIIOZa V JeTel
OnmomMoMeHTHOR Hetn, momygaemme 1 28 (15/13) Cpaenenne sddexTHBHOCTH
PETPOCTIEKTHBHOS HHTATAIHIO 0PHAZA (6-12 met: 15; OpHMeHEHHT A0PHA3A aTbda v
KOTOpPTHOE ameda 13-18 get: 13) gereli ¢ XPCcHII no manmem
(4eTEEpTEIE TaII) Hetn, moTy4asmme 2 43 (23/20) Pernctpoe conprex MB PO za
HHTATALHH J0pHA3a (6-12 meT: 23; 2016r. 120211
amsda 13-18 met: 20)
Beero 71 (38/33)
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B cBs3u ¢ 6onpmMM 00bEMOM MOCTaBIEHHBIX 3aJ]ad, UCCIIEIOBAHNE OBbLJIO BBIIOJHEHO B
YeThIpe HTana.

Ha nepBom 53Tame ObLIO BBINOIHEHO PETPOCIEKTHBHOE HCCIEJOBAHME HAa OCHOBAaHUU
naHHbIX Peructpa OosbHBIX MyKoBHCIA030M Poccuiickori ®enepamuu 3a 2018r. IlpoBenen
aHaJIM3 JaHHbIX 2216 manmeHTOB A BbIABIEHMs pacnpocTpaHéHHocT XPC y nereit ¢ MB n
onpenenenus BiusgHUg XPCcHII Ha TspkecTh TedyeHHs MyKOBHCLH03a Kak IOJMOpPraHHON
natosnoruu. [lanuenTs! ObTN pa3neneHs! Ha 2 Tpynnsl: B | rpynmy Bouwio 599 nereit ¢ XPCcHII,
Bo Il rpynny BximoueHo 1617 nereit 6e3 XPCcHII. OuenuBanucey gJaHHbIE KIMHUYECKOTO CTaTyca
MAlMEHTOB B COOTBETCTBUU CO CTaHgapTraMu oOcienoBaHusi nereii ¢ MB ¢ mpoBeneHuem
U3MEpPEHUST aHTPOIIOMETPUYECKUX IOKa3aTesed: Macchl M JUIMHBI Tena. HyTpuTuBHBINA craryc
60sbHBIX ¢ MB orieHrBay Ha OCHOBaHUU onpeenenus nuaekca maccel tena (MMT) no ¢popmyre:
macca (kr) / poct (m)2. Pacuer mepuentwieir UMT mnpoBomwics mpu HOMOIIM MPOTPaMM
Bcemupnoii opranuzanuu 3apaBooxpanenus (http:// www.who.int/growthref/tools/en/). IIpoBenén
aHaJIMN3 AaHAMHECTUYECKUX JaHHBIX OTHOCUTEIBHO HAIMYMS OCIOXKHEHUH TeueHuss MB, MeTon0B 1
o0beMa KOHCEpPBAaTUBHOW Tepamuu M, MpH HAIWYMM, XUPYPrHUECKUX BMemaTenscTB. Jlis
orpesiesieHus] MUKPOOUOJIOTMYECKOTO CTaTyca MPUMEHSUICS alrOpUTM MHKPOOMOJIOTrHYECKON
JTUArHOCTHKU OTAENSEeMOro, pa3paOOTaHHBI COTpyAHUKAMH J1a00paToOpur MOJEKYJSPHOM
snuaeMuonorun rocnutanbHbiX nHpeknun GI'BY HULDOM umenu H. @. N'amaneun. Taxxke aetsm
BBINOJIHUIOCH reHeTHueckoe oocnenoanue. JIHK-1narnoctuky npoBoinian corjaacHO allfOPUTMY
KOHceHCcyca «MyKOBHUCIHI03: OIpe/eeHHe, NUarHOCTUYECKHEe KPUTEpUH, Tepamushy, pasziel
«I"eHeTnka MykoBUCIU03a. MOJIEKYIIpHO-T€HETUYECKAsl TUAarHOCTHKA TPU MYKOBUCIIUIO3E.

Jlis OLIEHKM BIUSHUS XPOHUYECKOTO PHHOCHHYCHTA Ha KayeCTBO JKM3HU JAETed C
MYKOBUCLMJ030M Ha BTOPOM 3Tare€ MNPOBEAEHO MHOIOLEHTPOBOE MPOCIEKTUBHOE OTKPBITOE
KOTOPTHOE MCCJIEOBAHNE HA OCHOBAHUU aHAJIN3a IaHHBIX, MOJTYYEHHBIX IPY aHKETUPOBaHUM 389
JeTe cTapliero Bo3pacTa W POAMTENEH WM 3aKOHHBIX IPEACTABUTENEH JeTedl MIlaJIIero
BO3pacTta, Habmonarmuxcs B rneHTpe mykoBucuuaosza ['bY3 MO HUKU Jlerctea M3 MO, B
Hayuno-knunnueckom otaene nerckor JIOP-maronmorum ®I'BY HMUIIO OMBA. [ns
MIpOBEIEHUs] aHKeTHpoBaHUS Ha Oa3e miargopmbl Google Forms nHamu Oblna paspaboTana u
WCTIONBb30BaHa JJIeKTpOoHHAs (opma. 3a OCHOBY JUISI COCTABJICHHUS aHKETHI HaMH OBLI BHIOpaH
BaJUAMPOBaHHBIN onpocHUK SN-5 (puc. 1). Ankera O6bl1a MOAMUIIMPOBAaHA HAMU JOOABICHUEM
HEKOTOPBIX BOIMPOCOB: BO3pacT peOEHKa; HaIMYyMe HAa MOMEHT AaHKETHpPOBaHHS >Kaio0d Ha
3aTpPyIHEHUE HOCOBOIO JIbIXaHUs, HAJIMUYME OTAEISEMOrO M3 HOCA WJIM IOCTHA3aJbHOIO 3aTeKa,
00JIb WM YyBCTBO TUCKOM(OpTa B 0OONACTH MPOCKIHUU OKOJIOHOCOBBIX IMA3yX, CHIKCHUE WU

OTCYTCTBHE OOOHSHUSI.
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HuadexknHoHHEELIR Nponece B Dazyxax: OTJendeMoe H2 HOCA, 3aTPVIHEHHE HOCOBOTO JEIXAHHA, KAMETs B
JHEEHOE EPEMA, IOCTHA3ANEHELH 3aTeE (CTeKaHHe CIIHIH [0 3aJHeH CTeHKe TI0TKH), TONOEHAT 00k,
D0IeIHEHHOCTE B 00MacTH Mazyx. KaK 9acTo JaHHEIE HAT00E EOZHHKANH YV BAlIero pedeHKa 3a 1 Mecan

[l Huxorga [ Eaunwusne smazogm [ Yacto
[l Huorza [ ] Boasmyro =acTs BpeMeHH
[ Peaxo [] Iocrosmno

3arpyaHeHHE HOCOBOTO JBIXAHAA: "33M0KeHHOCTE HOCA, 3aTPVIHEHHE HOCOBOTO JEXAHHA, CHEEGHHS
00OHAHHA, JEIXAHHE gepes poT. Kak 9acTo JanHEle xamodsl EOZHHEATH ¥ BAmIEro pedeHEa 2a 1 Mecan

[l Huxormga [ Exupwuamse snaz0qs [l dacto
[l Hmorga [l Boasmyro =acTs BpeMeHH
[ Peaxo [ Ioctozano

MpusEakn aLnepran: Yuxanne, 3y, pasapakeHHe HOCATIas, caez0TedeHnHe. Kak 9acTo JaHHbe KaToDk
EOZHHKAIH ¥ BalIero pedeHkKa 22 1 MecAn

[] Huxorga [ Eaupmussie soEzogm [] Yacto
[] Hmorga [| Boasmyro ZacTh BEpeMeHH
[l Peaxo [] Ioctozamo

DMONHOHAIEHEIE NEPERABARAA, CTpece: PazapasHuTeNsHOCTE, Pasz0uapoEaHHOCTE ((PpyCTpalia), TOCKa,
0BCIOKOHCTED HIH NpodaeMel co cHOM. Kak 9acTo 5TH npodIenel BOZHHKATH ¥ Ballero pedeHKa 2a 1 MecHn H3-
33 33TPYIHEHHA HOCOEOTO JRIXAHHA HIH O0IH BCASICTEHE PHHOCHHYCHTAT

[] Huxorga [ Eaupmussie soEzogm [] Yacto
[] Hmorga [| Boasmyro ZacTh EpeMeHH
[ Peaxo [] IHocrozamo

Orpasndenne AKTHBHOCTH: [IponyCcKaeT 3aHATHA B MKOIe/ IOCEIIEHHE JeTCKOro Cagd, He MOKEeT HIPartk C
JPVIRAMH, HE MOEET 2aHHMATECA HHTEPECHEIMH JenaMy. Kax 7acTo 3TH npodieMEsl BOIHHEATH Y EAIIETo
pedenka 2a 1 MecHan H3-3a 3aTPVIHCHHA HOCOBOTD JEIXAHHT HIH O0NH BECISICTEHS PHHOCHHEYCHTAT

[l Huxorga [ Ezupwusue somzogm [] Yacto
[ Huoraa O boasmyio 9acTe BpeMEeHH
] Peaxo [] Iloctosmno

IMogeo q HTOT, KAK BRI MOEESTE OIIEHHTE KaTeCTEO EHIHH pedeHEA B PEsVIbTaTe MpobIeM ¢ HOCOBEIM
JEIXAHHEM HIH 000BK BCIeJCTEHE PHHOCHHYCHTA (00BequTe oguy uHdpv). rae «0» — MaKCHMATLEHO
BoaMOoEHOe, a «10% - HauxVImes.

0 1 2 3 A 5 6 7 8 9 10

DD DD

Pucynok 1 — Ilpumep onpocuuka SN-5
Ha TpeTtbem 3Tane npoBeeHO OJHOMOMEHTHOE IPOCIEKTUBHOE UCCIIEI0BAaHUE, OCMOTPEHO

245 nerel ¢ IIPOBECACHUEM JHJO0CKOIIMYECKOI'O O6CJ'ICI[OBaHI/ISI IIOJIOCTH HOCa M HOCOITIOTKH,
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KOTOpBIe HaOmonanuck B 1eHTpe mykoBucuuao3a ['bY3 MO HUKU [dercrsa M3 MO u ®I'bBY
HMMUIIO ®MFBA Poccun. [IpoBenen coop aHaMHECTHUECKUX JAHHBIX U MX aHAJINU3, OIICHKA XKaJj00.
Bcem nmersM mpu OCMOTpE BBINONHAJIOCH IHIOCKOMUYECKOE OOCIeOBaHUE MOJOCTH HOCA H
HOCOTJIOTKH. BBIpakeHHOCTh HA3aJILHOTO TMOJIMII03a OICHUBANIACh Mo Kiaccupukanuu Johansen,
MoauduumpoBaHHoi Meltzer.

Ha yeTrBeprom 3Tame, KOTOPBIM BBINOJIHEH B BUIE OJHOMOMEHTHOTO PETPOCHEKTHUBHOTO
KOTOPTHOTO HCCJIEOBAaHMS, TIPOBEEHA OIEHKA KIMHUYECKON A((HEKTUBHOCTH MPEAJIOKEHHOTO
KOMOMHMPOBAHHOTO  METOoAa JICYCHHMs] C  BKJIIOUEHHEM  OSHIOOPOHXMAIBHOW  TOJauu
MYKOJIMTUYECKOTO Ipernapara JopHa3a ajib(a 1 HHTpaHa3aJIbHOU MyIbCUPYIOIIeH nHramsauui y 71
pe6énka ¢ XPCcHII npu MB. Bcem aetsM, BKIIOYEHHBIM B HCCIIEOBAHUE, TIPOBOIMIIACH OI[CHKA
(YHKIIMM BHEITHETO JBIXaHWsI, KOTOpas BBIMOJIHSIACH MPHU MoMomu Oomuruietnsmorada Jaeger
Masterscreen body. CimpomeTprdeckre moKa3areiy aHaTU3UPOBAIM Ha OCHOBAHUU OTIPEICTICHUS
(dhopcupoBanHoi xu3HeHHON eMkocTu Jerkux (DXKEJI) u o6bema ¢GopcupoBaHHOTO BBIOXA 32
onny cexkynay (O®B1). O6cnenoBanrue MpoBOAWIOCH HA OCHOBAaHMM CTaHAApTOB Poccuiickoro
peCrupaTopHOro O0IIecTBa W PEKOMEHIAINH AMEPHKAHCKOTO TOpaKaJdbHOTO OOIIecTBa U
EBponeiickoro pecnuparoproro o6miectBa. Cxema au3aifHa YETBEPTOM YaCTH HCCIICIOBAHUS

Mpe/icTaBjeHa Ha PUCYHKE 2.

I rpymma:

28 nanuentoB ¢ XPCcHII,
[I0JIy4aBIIle HHTAIALIIO JOpHA3a
anmb(da TOIBKO IHI00POHXHATEHO

e

.

II rpymma:
43 marnnenta ¢ XPCcHII,

MOJTy4YaBIIIe JBe HHTaJAIHH
I0pHAa3a anbbha: 3HT00pOHXHATHHO
H 3H[I0HA3a]IPHO Yepe3 HHTAIATOop
C BO3MOJKHOCTBIO MYIBCHPYIOIIeH
MOIAa49H a3D0301LA

[Toarpymima a:
15 yenoBek
BO3pacre
6—12 ner

Ioarpynma 6:
13 yenioBeK
BO3pacT
16-18 jer

SN\

'

'

Iloarpymma a: Ioarpymma: 6
23 YyenoBeka 20 yenoBek
BO3pacT BO3pacT

6—12 et 16-18 ner

'

'

CpaBHEHPIe dHAMHECTHYCCKHX JaHHBIX, aHTPOIIOMETPHYCCKHX IIOKA 3aTesell u
d)}"HKL[IIII BHENIHETr0 JBIXaHHA

'

AHamnz IIOJIYUCHHEIX PE3YIIbTATOB

PI/IcyHOK 2 — Cxema JIu3aiiHa YCTBCPTOT'O 3TAlla UCCIICAOBAHU A
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PE3YJIBTATBI HCCJIEJOBAHUA
INHUAEMHOJIOTHSI XPOHNYECKOT0 PHHOCHHYCHTA Y JieTell ¢ MyKOBHCIM1030M B Poccuiickoi
Denepauuu

IIpu ananusze paHHbIX Peructpa BbISBICHBI BO3pPAaCTHbIE OCOOEHHOCTH YacCTOTHI
BctpedaemocT XPCcHIT: XPCcHII npaktudecku He BcTpevancs y aerei no 3 sget (ot 0,0% 1o
3,0 %), B Bo3pacte oT 3 mo 6 yer Obw1 BhIsBIEH ¢ yactoroi 13,8-19,9%. C Bospacrta 7 ner
orMmeuvascsi cymectBeHHbld pocT BbiaBieHUss XPCcHII no 36,2%, a ¢ 7 no 18 ner yactora
BcTpeyaemocTH ot 31,5% 1o 45,3%.

Ha tperbem sTane uccnenoBanusi npu ocmotpe 245 nereit ¢ MB XPC BoisBien y 200
(81,63%) manueHTOB, MU 3TOM AMArHO3 ObLI BIiepBble ycTaHOBIEH y 48 (24%) nereil. CTpyKTypa
PUHOJIOTUYECKOM IaTOJIOTMH, IO JaHHBIM KJIMHMYECKOro ocmorpa nanueHtoB B I'bY3 MO

HUKUW M3 MO, npeacrasieHa Ha pucyHKe 3.

ANnepruyeckmii puHUT
3%

XPC6e3HI
31%

XPC Bcero 81%

XPCcHIN

50%
OTcyTcTBUME

puHONOrMYecKon
natosiormu
16%

PucyHok 3 — PacnpocTpaHeHHOCTh PHHOJIOTHYECKOW MaTOJIOTHH Y geTel ¢ MB 1o naHHbIM

KIIMHUYCCKOT'O OCMOTpa

XPC 6e3 nazanpHOTO MonUMO3a BhIsBIeH ¥ 77 (31,40%) neteit, a MOTUIIBI MMOJOCTH HOCA
onpenaensuuch y 123 (50,20%) nereit ¢ MB. Annepruueckuii puHUT AuarHocTupoBaH y 7 (2,86%)
nereil. Tonbko y 38 (15,51%) nerelt puHONOrHYeckas MaTrojorvs OTCYTCTBOBajda Ha MOMEHT
oCcMOTpa.

[To maHHBIM KIMHUYECKOTO OCMOTpA Ha3albHBIM monumo3 1-i cT. BesiBiIeH ¥ 71 (57,7%)
pebénka, 2-i cr. auarHoctupoBaH y 29 (23,6%) neredt, 3-1 CT. Ha3aJbHOTO IOJIUIIO3a

nuarnoctuposana y 14 (11,4%) nereit, 4-s crenens —y 9 (7,3) nereii (puc. 4).
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Pucynox 4 — Yucno BeisBneHHbIX ciydaeB XPCcHII pasnnunoii crenenu y aereit ¢ MB no

AaHHBIM KIIMHUYCCKOTO OCMOTpa

B Peructpe 6ompub1x ¢ MB B PO 2018 1. oTcyTcTByeT XPC, Kak Ho30M0rn4eckas ¢popma. B
xoJie 00CiIeIoBaHUS MAIMEHTOB HAa BTOPOM M TPEThEM JTalle UCCICIOBAHUS BIIEPBBIC MOIYUYCHBI
ceenenus o snuaemuoniorun XPC y aereit ¢ MB B P®. Yacrora BeisiBienuss XPC no JaHHBIM
ocMmoTpa cocraBuia 81,6%, a mo naHHbIM aHKeTHpoBaHUS 64%. OTEK UM OOCTPYKIUS CPEAHETO
HOCOBOI0 Xo0Ja otmevaniach y 84,7% nereir ¢ MB nipu ocmotpe u 'y 54,3% nauueHToB 10 JaHHBIM

aHKeTHpoBaHus (puc. 5).

90,00%
80,00%
70,00%
60,00%
50,00%
40,00% 81,60%
30,00%
20,00%
10,00%

0,00%

64,00%
. 54,30%

XPC OTEK/06CTPYKLMA CpegHero HOCOBOro Xo4a
B [laHHble KNMHMYeCcKoro ocmTopa (3 atan)
I [laHHble aHKeTUpoBaHuA (2 aTan)
Pucynok 5 — Pacnpoctpanernnocts XPC u ero kImHU4YeCKHe mposiBiieHus y Aeteit ¢ MB mo

JaHHBIM BTOPOI'O U TPETHETO dTAara UCCICTOBAHUA

Pacnipoctpanennocts XPCcHII nmo pesynabTatram ocmotpa cocraBuia 50,2%, 1mo JaHHBIM
aHkeTupoBanus 34%, a B Peructpe OonpHbix MB 2018 1. uMeroTcs AaHHbIE O YAaCTOTE Pa3BUTHSA

XPCcHIT y nereit ¢ MB B 27,03% (puc. 6).
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60,00%

50,00%
40,00% 50,20 %
30,00%
34,00%

0,
20,00% 27,03%
10,00%

0,00%
JlanHble ocMOTpa JlaHHbIe aHKETUPOBAHUS [Jannsie Peructpa 2018r.
® PacnipoctpanénHocTs XPCcHIT
Pucynok 6 — Pacnpoctpanennocts XPCcHII mo maHHBIM OCMOTpa, aHKETHPOBAHHS U

naHHbIM Peructpa 6onbabIx MB 2018 T.

[TosrydeHHBIE HAMM PE3yJbTATHI CBUAETEILCTBYIOT O runoguarnoctuke XPC, B ToM uucine ¢
Ha3aJIbHBIM IONUIO30M y nauueHtoB ¢ MB B Poccuiickonn @enepauuu. Ilocnennee cBszaHo ¢
HEJOOICHKOW Bpadamu 3HaunmMocTH Hammuuss XPC kak (hakTopa, HEraTMBHO BIUSIONICTO Ha
TSOKECTh TEUYEHHs] MOJMOPraHHOM marosoruu npu MB, uem oObBsicHSETCS HeECBOEBpeMEHHas

nuarnoctuka u trepanust XPC y nereit ¢ MB B panHeM JeTCKOM BO3pacTe.

Biusinue XpOHHYECKOr0 PUHOCMHYCHTA ¢ HA3aJIbHBIM MOJIMI030M HA TAKECTh TeYeHUs
MYKOBHCHHU032 Yy AeTel

Anamm3 maHHbIX 2216 nereit, BkimtodeHHBIX B Peructp OompHBIXx MB P® 2018r,
JnocToBepHO nokazan HeratuBHoe BiusiHME XPCcHII Ha TskecTh TeueHuss MyKOBHCIMA03a KaK
MOJTMOPTAHHOM MATOJIOTUU U MIPOTHO3 TEUEHUS 3a00ICBAHMSL.

[Ipu cpaBHEHNH JaHHBIX TEHETUYECKUX UCCIIEI0BaHMM, BBISIBICHO, 4yTo MyTanus F508del B
TOMO3UTOTHOM COCTOSIHUM Yalle BeTpevanach B rpynme nanuentos ¢ XPCcHII (p=0,037). Oxqnaxo
He Obl1a ycTaHOBIJIEHA B3auMOCBs3b Mexay HannurneM XPCcHII u TsxecTbio reHoTuna. « Msarkui»
reHotur BeisiBIIeH y 15,73% nereit ¢ XPCcHIL, y 19,14% 6e3 Hero pu goctoBepnoctu p=0,098,
YTO CBUAETEILCTBYET 00 OTCYTCTBUU JOCTOBEPHOCTH PA3THUUM.

BrisBiiena 3aBHCHMOCTE MUKPOOHOJIOTHYECKOTO cTaTyca nanueHToB oT Hammaust X PCcHII.
VY nereit ¢ MB u nmuarnozom XPCcHII xpoHnyeckoe u MHTepMHUTTHpYIOLee UHpHUIMpoBanue P,
aeruginosa Habmonanock yarie, yem 6e3 nonumosa (p<0,01 u p=0,023), a Takke BBISBISICS S.
aureus, BKJIO4as MeTUIIMIIIMH-pe3ucTeHTHbIN (MRSA) (p=0,01).

CpaBHeHHE 4acTOThl OCIOXKHEHUH MB co CTOpPOHBI IpyruX OpraHoB U CHUCTEM B IpyIIIIE
nanueHtoB ¢ XPCcHII moxazamo noctoBepHo Oonee uacrtoe, yem npu XPC, pasBurue

MYKOBHCIIHI03-aCCOITMMPOBAHHOIO CaxapHOro Juabera ¢ MOTPEOHOCTBIO B €XKETHECBHOM
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npuMeHeHnn nHcyrHa (p<0,01), popmMupoBaHue IUPPO3a MEYCHN C TOPTATBHON TUIIEPTEH3UEH 1
runepcruiean3smMom (p<0,01), Tak u 6e3 Hero (p<0,01), a Takxke octeonopo3sa (p<0,01).

[Ipu cpaBHenun cxem neuenus nauueHtoB ¢ XPCcHII npu MB BbisiBieno 6onee yactoe
NpuMEeHeHHne KypcoB BHYTpuUBeHHBIX (p<0,01) u uaramsuuonusix (p < 0,01) anTHOaKTepHaIbHBIX
npemnapatoB, ueM y nmanueHtoB 6e3 XPCcHIIL. bonee wacto y nanmentoB ¢ XPCcHII Ha3znaganuce
ApyTHe BUABI TEpalMU: MHIAJISAMUM THIIEPTOHMYECKOro coseBoro pacteopa (p<0,01),
MYKOJIMTUYECKON Tepanuu mpenaparoMm aopHaza-ainbda (p<0,01), mpuMeHeHHe HMHTAIAIMOHHBIX
rmrokokopTukoctepousioB  (p<0,01). HckmroueHnem OBUIO TPUMEHEHHE OPOHXOAMISTATOPOB,
KOTOPBIC HA3HAYAJIUCH C TPUMEPHO paBHOM YacTOTOM B rpynmnax nanueHToB ¢ XPCcHIT u 6e3 Hero:
44,01% u 45,63% cootBeTcTBeHHO. [10TpeOHOCTH B AOMOTHUTENBHON OKCUTEHOTEPANUN B 00EHX
rpynnax nalueHTOB HE MMeJa JI0CTOBEPHBIX pas3induil u coctaBuia 1,68% cpeau mauueHToB ¢
XPCcHIT u 1,36% y mnauuentoB 0e3 TtakoBoro (p=0,59). bonee uactoe Ha3zHaueHUEe BceX
MEPEYUCIICHHBIX BBIIIE JIEKapCTBEHHBIX npenaparoB y aereit ¢ MB u XPCcHII 3akonomepHo
KOppEIUpYeT ¢ yBEeIHMUEHHEM 00IIel MPOJOKUTENIbHOCTH rocnuTanuzanuu getei: 31,46 + 13,01

nueit y pereit ¢ XPCcHIT u 23,01+13,02 nueid y neteit 6e3 vero (p<0,01) (puc. 7).

100,00%
90.00% Eao727%
80,00%
70,00%
60.00%

50,00% 55,89%
> £ 3
) 53.81% 50,34%
40,00%
30.00% i
20,00% Pl
10,00% — —— — — S 1 02290 —
10,35%
0.00%
ByrpreerHas a0 HeranisoHsEse TabneTHpOEAHHEE Harammas Haransmss qopHasa- HuranmsosERE
Tepanmnx AHTHOMOTHEH AHTHOHOTHEH THIEPTOHHIECEOTO amsda CTEOKCEOPTHEOCTEDOHIED

pacTECpa
B [letr ¢ XPCcHIIT Jern oez XPCcHIT

Pucynoxk 7 — Buabsl KOHCEpBaTUBHOM Tepanuu y JeTeil B 3aBucuMoctu oT Haymuus XPCcHIT

npu MB no nannsiM Peructpa 6onpHbeix MB 2018 1.

Jlokazano, uro npu Hanuuuu y aereid XPCcHII npu MB niporuos teuenus 3a0oiaeBaHus co
CTOPOHBI HIDKHUX JBIXaTCNbHBIX MyTel 3HauuTenbHO Xxyxe, ueM 0e3 XPCcHII, ocobGenno y
MAIMEHTOB ¢ IpeobnanaromuM renetuueckuM BapuantoM reHa CFTR F508del B romo3urornom

coctosuun. Ompeneneno, yto y mnauueHtoB ¢ XPCcHII nmpu MB mnoBbimaercss yacTtora



17

KOHTAMHMHAIIMW JIBIXaTeIbHOTO TpPaKTa IaTOJIOTHYEeCKO MHUKpOOHOU ropoit, Bkimowas P
aeruginosa 1 MRSA. BpIsBI€HO J0CTOBEpHOE YBEIWYEHHWE IMOTPEOHOCTH B YACTOTE H
MPOAOJDKUTENHPHOCTH  BCEX BHJIOB AaHTHOAKTEpUAIbHOW M WHTANSIMOHHON Tepamuu, 4YTO
CBUJICTEILCTBYET O OOJiee TSHKEIIOM MOPAXKCHUH HWKHHUX OTIIEIOB PECHHPATOPHOTO TPaKTa Y
nanueHToB ¢ XPCcHII u 6onee amurensHOM MpeObIBAHUN JETEH B CTAlIMOHAPE, YTO MO3BOJISIET

paccmarpuBarb OHII kak pe3epByap nmaToreHHoit (uiopbl U UICTOYHUK HUCXOSIIEH KOHTAMUHAIIIH.

Biansinne XpoHM4eCKOro pPHHOCHHYCHTA HA Ka4eCTBO )KU3HHU JeTeH ¢ MyKOBHCIH/1030M
Ornenka kadectBa xu3Hu jererd ¢ MB u XPC Obliia mpoBeieHa Ha OCHOBE aHKETHPOBAHUS
poouTened W 3aKOHHBIX Ipexacrasurenct 389 nmerer ¢ MB. CpaBHeHHE IIPU3HAKOB
PUHOJIOTMYECKON IATOJIOTMU MO JaHHBIM onpocHHka SN-5 M kayecTBa KU3HU HAa OCHOBaHUU
OLIGHKH IO BH3yaJIbHO-aHAJIOTOBOM IIKajie OIeHKM KadecTBa ku3Hu (BAILl) B 3aBHCHMOCTH OT

Hammuust XPC y gereit ¢ MB nipeacTaBiieHO Ha pUCYHKE 8.

P=0,000 P=0,001 P=0,002 P=0,002 P=0,072 P=0,037

L
347 3,62
249
217 v 2,23
MpraHa KK MowmzHakk HazanoHok  [pHMaHEKK 3nAepraK IMOUHOHENDHDIE DrpaHnqeHue Ha4ecTeo MMaHK
HMHbEHUMOHHOTD OBCTRYHLMH NEpeHHESHKA AHTHEHOCTH 1BALL)

npoueccs

B CXPC [BE3 XPC

Pucynoxk 8 — [lpu3Haku pUHOIOTHYECKOM MATONIOTUM U Ka4ecTBa XKU3HU y nereit ¢ MB

nipu XPC u 6e3 Hero no pesynbraTaM aHKETUPOBAHUS

VY nauuentoB ¢ XPC npu MB nabntonatorcst 0osee BbIpaXeHHbIE KIMHIUUECKHE IPU3HAKU
naronorun Hoca 1 OHII o cpaBHenuto ¢ manuentamu 6e3 XPC: puHOpes, MoCcTHAa3aIbHBIN 3aTEK,
HazanbHasi OOCTPYKITHUS, KaIllesb, TOJIOBHAS 00Jb U OOJIE3HEHHOCTh B OOJIACTH Ta3yX YBEIUUYCHBI
Ha 19,11% (p=0,000); 3aTpyaHenne HOocoBoro asixanus — Ha 13,81% (p=0,001); mposiBieHus

alnepruu (YuxaHue, 3y, pa3ipakeHue Hoca/rias, cine3oreuenue) — Ha 18,42% (p=0,002).
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[Tokazano, uto y nanuentoB ¢ XPC npu MB ormeueHo Ooniee BbIpaKE€HHOE yXyALLIEHUE
SMOIIMOHAIIBHOTO  cTaryca, dYeMm y mnamueHtoB ©0e3 XPC, mnpossisiomeecss B BHJC
pa3apaxuTeNbHOCTH, (pyCcTpaluu, TOCKH, OeclokoiicTBa WM MpobieM co cHoM, Ha 16,72%
(p=0,002). V gereit ¢ XPC nmpu MB ormeuaeTcsi yBeJIWYEHHE OIPaHUYEHMS] COLUAIbHOMU
AKTUBHOCTH: TIPOITYCK 3aHATHH B IIKOJIE UJIU MOCEIIEHUS IETCKOTO CaJla, HEBO3MOXHOCTh UTPHI C
Jpy3bSIMHU WIH 3aHSATHI UHTEpEeCHBbIMU Aenamu Ha 12,26% (p=0,073).

O6mas cyonrextuHas orenka KK mo mkane BAII takxe Oputa Hibke y manneHToB ¢ XPC,
yem y narmenToB 0e3 XPC na 12,27% (p=0,037). Taxxe npu XPC oTMeuanoch CHI)KEHHUE OIICHKH
KadecTBa xu3HHu 1o mkaie BAII (p=0,037).

[Tomy4ensr 1ocTOBEpHBIE JaHHBIE O HeraTuBHOM BinsHUM XPC Ha KIMHUYECKUN CTaTycC, a
takke KK nereit ¢ mykoBucummozoMm. Takum 00pa3oM, HCHOJIB30BAaHUE BaJIUIUPOBAHHOTO
onpocHuka st onpenenenuss BinusHug XPC nHa KK Moxer ObITh MONE3HBIM Ml MPUHSATHUS

pelIeHU OTHOCUTEIIBLHO TAKTUKY BEICHMs nanueHTos ¢ MB.

Knununueckasi 3¢ppeKTHBHOCTD HHTPAHA3AJIbHOI0 IPUMEHEHHSI MYKOJIUTHYECKOT0
npenapara JiopHa3a ajab(pa npu XpOHHYeCKOM PHHOCHHYCHTE ¢ HA3aJbHBIM IOJIUII030M Y
NAIHEHTOB ¢ MyYKOBHCIHI030M

bruta mpoBenieHa OleHKa KIMHUYECKOW 3((EKTUBHOCTH MPEATIOKEHHOTO HaMH METOAA
neyeHus: aereil ¢ MB ¢ BKIIOYEHHEM JIOMOJIHUTEIBHBIX K IHAOOPOHXMAJIbHBIM HHTAJIALUAM
WHTPaHA3aJbHBIX MYJbCUPYIOUINX HHTAIALUNA C TONMUYECKUM MYKOJIMUTHYECKHM IpernaparoM
nopHasa anbda. [IpoBeneHo cpaBHEHNE KIMHUYECKHUX PE3yAbTaTOB, NOTYUYEHHBIX MPH JeueHuH 71
namuenta ¢ MB (cM. paszen marepuanbl U METOJIBI).

B moarpynme Ila (23 mamuenTa), momy4yaBHOIMX JOMOJHUTEIBHYIO SHIAOOPOHXHUAIBHYIO
WHTAJIAINI0, Macca Tena Obuta Boie Ha 8,7% (p = 0,230) mo cpaBHeHuto ¢ nmoarpymmoi Ia (15
nereit). B moarpynmne 116 (20 geteit) macca Tena npesbimnana Ha 7,3% (p = 0,297) nokazarensb B
noarpyne 16 (13 nereit).

IIpu cpaBHenuu pocra nereit B noarpymnmne Ila poct nmpessiman noarpymnmny la Ha 3,6%
(p=0,240), a y noarpymmsl 16 — Ha 2% Oonbuie, yem B 116 (p=0,342).

[Tokazarenu @B/ B mpolieHTax OT AOJKHBIX 3HAUEHUI OBLIU JIy4llle IPU JOMOJIHUTEIBHON
nHTpaHazanbHOU uHTaIsIMu: OD®B1% y nereit [la Beime Ha 9,53% (p=0,048) no cpaBuenuto ¢ la,
ay 116 — na 10,30% Bbimte, uem y I6 (p=0,049).

[Tokazatens ©@XEJ1% y nereit noarpynmsl la Beite Ha 6,50% (p=0,041) no cpaBHeHHIO C
Ia, ay I16 — Ha 6,66% (p=0,038) BbIIe, ueM y 16. CpaBHEHHE aHTPONOMETPHUUECKUX MTOKa3aTenen

rpynn I u II, npeacrasneno Ha pucyske 9.
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W He noAydyany A20AHYH A0pHA3Y Monydand AECHAHYD 4opHAzY

Pucynok 9 — Ilokazarenu pocta u Maccel Tena y aereit ¢ XPCcHII rpynmbl [ v rpynmer 11

B 3aBUCUMOCTHU OT BHUJd TCpalliN

B rpynne 11 3a 5 net xupyprudeckoe nedenue norpedosanock 1 pedeHky, a B rpynmne [ — 4
(p=0,048). YMmeHnbImmiIach NMpoI0JDKUTEILHOCTh HA3HAYEHUSI BHYTPUBEHHON aHTHOAKTEPHATbHON
Tepanuu y geredl B rpymme II. /uTensHOCTh BHYTPUBEHHOH aHTHOAKTEpHAIbHOW Tepamuu
cocraBwia: 9,8 nueit B noarpynmne la npotus 9,2 nus B Ila; u 9,6 aueit B noarpymnmne 16, npotus
4,85 nueti B 116 (p=0,008). I'ocriuranuzamus B rpynme [ 6pu1a Mmenbie (p=0,048): 120 koliko-1HeH
(8 Ha gyenoseka) B la mpotuB 177 (7,6 na yenoseka) B Ila; 80 nueii (6,1 Ha yenoBeka) B 16 mpoTus
67 (3,4 Ha uenoseka) B 116.

JlocToBEpHOE TOBBILICHWE II0KA3aTEJIEd CHUPOMETPHUH, TEHACHLIHA K YBEIUYCHHUIO
aHTPOIIOMETPUUYECKUX TIOKazaTeNeil, CHWKEHHWE 4YacTOThl Ha3HAYeHHUs AaHTUOAKTEepHaIbHON
TEpaInu, CHUKEHUE NPOJOKUTEIbHOCTH FOCIIUTAIN3AUI, YMEHBIIEHNE YaCTOThI IIPOBEIEHHBIX
xupyprudeckux BmematensctB Ha OHII y nerelt roBoputr o kimHHYeckod 3¢ddexTuBHOCTH
IIPUMEHEHHOTO BHJ1a TEPAIUU.

Ha ocHoBanuu pe3ynbTaroB HcCCiIeqOBaHMs ObUT pa3pabdoTaH KIMHUKO-TUATHOCTUYECKUIN
AJITOPUTM MEXKIAUCLMILIMHAPHOTO BEJAEHHUS INauueHTOB ¢ MB, OCHOBaHHBII Ha COBMECTHOM
BEJICHUM NAIIMEHTa BPauyOM-CIEUAIINCTOM IO MYKOBUCIMI03y U BPauOM-OTOPHUHOIAPUHIOJIOTOM
Ha BCEX JTanax JAMArHOCTHKU U JIEYEHHs], MO3BOJISIOUINI CBOEBPEMEHHO BBISIBUTH IATOJIOTHIO
nooctu Hoca W OHII, omnpenenuTh aneKBaTHYIO TaKTUKY JIEYCHHS, CIIOCOOCTBYIOIIYIO
ocnabIeHuIo TSHKkeCcTH TedeHuss M B, Kak mosmopranHoi MaTojIoruy 1 YJTy4IIeHUIO KaueCTBa )KU3HU

nanueHTtoB (puc. 10).



20

4 )
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MYEOEHCITHIO3
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KommnercHan HOHCCPEATHEHRT

KommnexcHaa HEOHCEPEATHEHAT

TepalHi, C BEIHYEHEEM Tepanmet XPCcHIT
3H100pOHXHATLHEX H ITpEMeHeHRE HETPaHAZATEHOH
HHTPaHA3ATHHEX HHTATAHE C HETaIANHE JOPHAza ambda.
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mopHazaansha MecAmna
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T CIMEHEHN
HAZWILEHOZO
nounoza
Omicymcmeue
Ighgperma

v

KT-mccnemoearme OHIL.

OnpegencHAe NOKA23HAR K XHPYPIHIECKOMY TedeHHI. PazpadoTya TaKTHEH KOMIUICKCHDH
TEpAMHH, BETKHAA Ipe- H MOCTE0NepaITHOHEYI0 aHTHOAKTEP HANMEHY KO TEPATIHIS COBMECTHO C
BpaI0M-CIOEIHATHCTOM 0 MYEOEHCITHIOZY

v

XHpYPrEIECcKOs EMENIAT&TECTEC C IPHMEHEHHEM 3HIOCKO AT ECKOTO
EOHTpOi. B paEHeM OO CTe0Ne pATHOHHECOM NEPHOE — HadmonerHe JIOP-

Epa4a, enmonHeHEHe JIOP-MaHHNy IAIHE B aMOyI3TOPHEDL ¥ CII0BAAX

Pucynok 10 — ANropuT™M MEXIUCIHILTHHAPHOTO aMOyJIaTOPHOTO HAOIOJICHUS ACTEH C

MYKOBHUCIIUI030M
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BbIBO/JbI
1. PactipocTpaHEHHOCTD XpOHMUECKOTO PUHOCUHYCHUTA Y AE€TEN ¢ MyKOBUCIIM1030M B Poccuiickoi
@enepaunn  cocrasinsier 81,60% cpenu Bcex MALMEHTOB € MYKOBHUCIMIO30M, IPU 3TOM
XPOHUYECKUI PUHOCHUHYCHT C Ha3albHbIM MOJUNO30M Bcrpedaercs y 50,03 % gereit ¢
MYKOBHUCLIAI030M.
2. XpOHUYECKHI PUHOCHUHYCUT C HA3aJbHBIM IIOJIUIIO30M OKAa3bIBAE€T HEraTUBHOE BIIMSHHUE HA
TSDKECTh TOJMOPTaHHOM MaTOJIOTUM Yy MAIMEHTOB C MYKOBUCIIMJIO30M, YTO MPOSIBIISETCS
YBEJIUUYEHUEM YMCJIa BHEJIETOYHBIX OCJIOKHEHMH MYKOBHCIM103a, TAKUX KaK: MYKOBHUCIHUI03-
ACCOLIMMPOBAHHBIN caxapHbli muader — Ha 2,39% (p=0,000), mopakenus neuenn — Ha 12,59%
(p=0,000), octeomopoz — Ha 3,11% (p=0,001). Ha ¢doHEe XpOHHMYECKOTO PHUHOCHUHYCHTA C
Ha3aJbHBIM MOJHUIIO30M BO3pPAaCTaeT KOHTAMHHALMS HUKHHX OTAEJIOB JbIXaTeJIbHBIX IyTeH
6axrepuanbHOi (aopoit Ha 11,29% (p=0,000), oTMeuaeTcs yBelIMUeHUE JICKApCTBEHHOM HArpy3Ku
Ha MalMeHTa, B YaCTHOCTH BHYTPUBEHHOW aHTHMOaKkTepuanbHoil Teparuu Ha 11,05% (p=0,000), u
MPOJOJKUTEILHOCTH TocTiuTanu3amnuu Ha 8,45 nueut (p= 0,000).
3. XpOHUYECKHUI pUHOCUHYCUT JOCTOBEPHO CHUKAET KAUE€CTBO JKU3HU JETEH C MyKOBHUCIIHI030M,
YTO BbIpa)KaeTcsl B: CHIDXKEHUHU 3MoLuoHaibHOTrO Qona Ha 0,50 Gamna (p = 0,002); ycuneHuun
MpU3HAKOB HH(PEeKIMOHHOTO mporecca Ha 0,82 6amna (p = 0,000); HazanpHOM 0O0cTpyKIMK Ha 0,59
6amna (p = 0,001). IToka3zarenb OLEHKH KauecTBa KM3HU JIETEH ¢ XPOHUYECKUM PHUHOCHHYCHUTOM
xyxe Ha 0,59 6ana, mo cpaBHEHHIO C IEThbMU 0€3 XpoHuueckoro puHocunycurta (p = 0,037).
4. JlokazaHa KiIuHUYecKast 3(p(HeKTHBHOCTD MPEIOKEHHOTO KOMOMHUPOBAHHOTO METO/Ia JICUEHUS
MAIMEHTOB ¢ XPOHUYECKUM PUHOCHHYCUTOM IPU MYKOBHUCIIM/103€ C BKJIIOUEHUEM JONOTHUTEIBHO
K OHJAOODOHXHMATBHBIM  HMHTAIALUSAM  HHTPAHA3AJIBHBIX  MYJIbCHPYIONIMX  MHTAIAIUN  C
MYKOJIMTUYECKUM TpEnapaTroM JI0pHa3a aib(da, BIpakeHHas B YIyUIIEHUH ToKa3aTenu QyHKIUN
BHEIIIHETO JIbIXaHHA: yBeJIIMUeHnEe o0beMa (pOPCUPOBAHHOIO BBIJJOXA 32 MIEPBYIO CEKYHAYy MaHeBpa
(dhopcupoBaHHOTO BhIIOXA Y neteit 612 net Ha 9,53% (p=0,048), y neteit 13—18 ner — Ha 10,30%
(p = 0,049); yBennuenne GopcUpOBaHHOM KU3HEHHOW EMKOCTH JIETKUX y feTeit 6—12 net Ha 6,50%
(p = 0,041), y nmereit 13—18 netr Ha 6,66% (p=0,038). OTMEUeHO NOCTOBEPHOE YMEHBIICHHE
NOoTpeOHOCTH B Ha3HAYEHUH KypPCOB BHYTPUBEHHOW aHTHOAKTepHAIbHOW Tepamnuu y jereid 6—12
net Ha 6,12% y nereit 13—18 net Ha 50,52% (p=0,008); mpoOIKUTEIBHOCTH TOCIUTAIU3ALMH Y
nereit 6-12 netr Ha 6,12% a y nereit 13—18 net na 50,52% (p=0,046), u cHUKEHHE YACTOTHI
XMPYPru4ecKuX BMELIATeNbCTB Y AeTel Bcex Bo3pacToB Ha 75% (p=0,048).
5. PazpaboTaH KIMHHUKO-IUArHOCTUYECKUN aIrOPUTM MEKTUCIIUILIMHAPHOTO MOAX0/A K BEICHUIO
MAMEHTOB JIETCKOTO BO3pacTa C MYKOBHCIIMI030M, OCHOBaHHBIH Ha COBMECTHOM BEICHHH

ManucHTa BpadyOM-CIICIUAIIMCTOM IO MYKOBUCHHI03Y U Bpa4OM-OTOPHUHOJIAPHUHIOJIOTOM Ha BCCX
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oTanax JUarHOCTHUKKW H JICYCHHA. Bxkiatouenne B AJITOPUTM TNICPHUOIAUYCCKUX KOHCy.]'H)TaIII/II\/JI
OTOpPHUHOJApUHTOJIOra C 00s13aTeILHBIM IMPOBEACHHUEM Z[HaFHOCTquCKOﬁ OHAOCKOIINHU IIOJIOCTH
HOCa U HOCOITIOTKH, KOMIIBIOTCPHOT'O TOMOI‘pa(I)I/I‘IeCKOFO HCCJIICAOBAHUHN OKOJIOHOCOBBLIX ITA3YyX,
AHKCTHUPOBAHUA IMAlMCHTA, IMO3BOJJACT CBOCBPCMCHHO BBISIBUTH IIATOJIOTMIO IIOJIOCTH HOCA H
OKOJIOHOCOBBIX IMAa3yX, OMPECACIIUTb AACKBATHYIO TAKTHUKY JICUCHU A, BKIIIOYasd XUPYPIrUiICCKYIO, YTO
CHOCO6CTByeT 0CJIa0JIEHUIO TSHKECTH TEUSHMS MYKOBHUCHHI03a KaK HOHHOpFaHHOﬁ IIaTOJIOTHUH U

YIYYIICHUIO KAYC€CTBA )KU3HU ITAIUCHTA C MYKOBUCIIUI030M.

HNPAKTUYECKHUE PEKOMEHJALIUN

1. Bece netu ¢ auarHo3zoM «MyKOBHCLIHI03» C LEJIBIO YIYULIECHHs Ka4eCTBA KU3HU U CHMKEHUS
TSDKECTH  COIYTCTBYIOIIEH TIOJIMOPTaHHOW MATONOTHH TPeOYIOT PEeryiasipHOro amOylIaTOPHOTO
HaOJII0/IEHNs Bpaya-0TOPUHOJIAPUHI0JI0Ta C IEPUOAUYHOCTHIO OCMOTpPA OJIMH Pa3 B LIECTh MECSIIIEB
WIK yYalle NpU BO3HUKHOBEHUHU >kano0. KoHcymbramusi Bpaya-oTOPHHOJIAPUHIONIOra JI0JDKHA
00s13aTeIbHO BKJIFOYATh HJOCKOIIMYECKOE HCCIIEJOBAaHUE MTOJIOCTH HOCA M HOCOIVIOTKH.

2. llenecoobpa3HO BKIIFOUCHHE B CXeMY KOHCcepBaTuBHOTO JeueHus nmanueHTa ¢ XPCcHII npu MB
JIOTIOJTHUTENBHOM K 9HJAOOPOHXMAJbHOM HWHTASLMKA HMHTPAaHA3aJbHYI0 C  TONHUYECKUM
MYKOJUTHYECKUM TpenapaToM JopHa3a aib(ha B BUIC MYIbCHPYIOUICH WHTAISINHA B JIO3UPOBKE
1,25Mr B Kaxayr NOJOBHMHY Hoca. HeoOxomumMo yuuThIBaTh, YTO 3()(PEKTHUBHOCTH Tepamuu
MYKOJIMTUYECKUM IpernapaToM JOpHa3a aib(pa 3aBUCUT OT CTENEHHM HA3aJlbHOTO MOJUIO03a U
00Typaluu 0CcTeOMeaTaaIbHOr0 KOMILIEKCA.

3. HeoGxoauMo paccMOTpETh BOMPOC O HAJMUYWU MOKA3aHUNA K XUPYPTUYECKOMY JICUCHHIO TPH
Hed(PPEKTUBHOCTH KOHCEPBATUBHOM Tepanuu, yXyIIIeHUH KIMHUYECKON KapTHHBI, BEIPA)KEHHOU B
YCWJIEHUU Ha3aJdbHOW OOCTPYKIMM M  yBEJIMYEHUM CTENEHH HA3aJbHOIO  IOJIMIIO3a,
MOATBEPKIAEHHOE JIaHHBIMH KOMITBIOTEPHOTO TOMOTpPaUYEeCKOro HCCIEOBaHMs, a TaKkKe
YXyAIIEHHE KIMHUYECKOU KApTUHBI CO CTOPOHBI HMPKHUX OTJEJOB JIBIXaTEIbHBIX My TEH.

4. Ilpu BBIOOpE TAaKTHUKH JICUEHHUS, a TAKKE MPU pa3paboTKe Tu1aHa MpeIonepalioOHHON MOATOTOBKI
MaUeHTa ¢ XpOHMYECKUM PUHOCHHYCUTOM MPU MYKOBUCIIUA03€ HE0OX0TMMO PYKOBOACTBOBATHCS
NPUHLIMIIAMA ~ TECHOTO  MEXIUCLUIUIMHAPHOTO  B3aMMOJAEWCTBHSA €  JICHAIIUM  BpadoM-
CHEINAJINCTOM 1o MYKOBHCLU03Y, BpPayOM-IyJIbMOHOJIOTOM, NeaAnaTpoM u

OTOPUHOJIAPUHTOJIOTOM.
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CTIMCOK COKPAIIEHUI M YCJIOBHBIX OBO3HAUEHUI
BAIII — Bu3yanbHO-aHaAJIOrOBas 1IKaJjla OLEHKH KaueCTBa KU3HU
BUYII — BepxHeuentocTHas Masyxa
MT — unnekc maccrel Tena
KoK — kauecTBO KU3HH
MB — MykoBuCUU03
OHII — 0Kx010HOCOBBIE MAa3yXH
O®BI1 — 06bpeM GopcupoBaHHOTO BBIJIOXA 33 | CEKYHIY
@®XKEJI — ¢pyHKunoHambHAst KU3HEHHAS! EMKOCTh JIETKUX
XPC — XxpoHHn4€eCKUIl pUHOCUHYCUT
XPCcHIT —xpoHu4eckuii puHOCUHYCHUT C Ha3aJIbHBIM MTOJIMIIO30M
CFTR — perynsrop TpaHcMeMOpaHHON MPOBOJUMOCTH MTPU MyKOBHCIIUI03€
SN-5 — BanuIupOBaHHBIM ONPOCHUK OTHOCUTENIBHO KauecTBa JKM3HHU NPU XPOHUYECKOM

PUHOCHHYCHUTE y eTel



