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PaGora BemonHeHa B denepanbHOM TOCYIApCTBEHHOM OFODKETHOM yupexaeHun «HanmonambHbII
MEJULUHCKUN  UCCIENOBATEIbCKUM  LEHTp  OoTopuHOJapuHroiorun  denepasibHOrO  MEAUKO-
OMOJIOTHMYECKOr0 ar€HTCTBA

HayuHble KOHCYJTBTAHTHI:

Jaiixec HukoJaii ApkaabeBuy — wieH-koppecnonaeHT PAH, npodeccop, A0KTOp METUIIMHCKUX HAYK,
nupektop deneparbHOr0 rocy1apCTBEHHOTO OI0IKETHOTO yupekaeHus «HanmoHamsHbIiH MeAUITTHCKUANA
HCCJIEI0BATENbCKUH IIEHTP OTOPUHOJAPUHTOI0THH DeepaabHOTO MEIUKO-OMOIOTUUECKOTO ar€HTCTBAY

KonaparbeBa Esiena MBaHoBHa — mpodeccop, MOKTOpP MEIUIIMHCKHX HayK, 3aBeaylolas HaydHO-
KJIMHUYECKHM OTJIEJIOM MYKOBHCLUA03a DenepanibHOro TrocylapCTBEHHOIO OIOKETHOTO HAay4YyHOTO
yapexaeHus «MenuKo-reHeTU4eCKuii Hay4Hblid LIeHTp uMeHHu akaaemuka H.I1. boukoBa»

OduumanbHble ONMOHEHTHI:

HBoitnoB Anekceii FOppeBHY — TOKTOp MEAULIMHCKUX HAayK, 3aBEAYIOLINI OTOPUHOIAPUHI0JIOTUYECKUM
otaenenueM «JII'’Kb Ne9 um. I'. H. Cnepanckoro JI3M», mpodeccop Kadenpsr oropunonapunaronoruun MX
OI'AOY BO «PHUMY umenun H.U. Iluporosay M3 P®, rnasusiii Hayunsiii cotpyanuk ['6Y3 HUKMO
um. JI.U. Ceepxerckoro JI3M

OBunHHMKOB AHapeili FOpbeBHY — TOKTOp MEAMUIMHCKUX Hayk, mpodeccop, 3aBeayrommii Kadenpoit
otopunosapunroiorun  ®I'BOY BO «Poccuiickuii  yHUBEpPCUTET MEIUIMHB» MUHHCTEPCTBA
3apaBooxpanenus Poccuiickoit denepanuu

bakpanze Maiis /I:xeManoBHA — JOKTOp MEAUIIMHCKUX HAyK, TJIABHBIA HaydHbId cOTpyAHUK DPI'AY
«HauMOHAIBHBIN ~ MEOULMHCKUN  UCCIEAOBATEIIbCKUM LEHTP 3J0pOBbs  JAeTel» MuHucTepcTBa
3apaBooxpaneHus Poccuiickoit denepanuu

Benymas opranuzanms:

OI'bOY BO «llepBriii Cankt-IlerepOyprckuii rocyqapCTBEHHBIM MEAMIMHCKUAN YHHUBEPCHUTET HUMEHHU
akagemuka W.I1. [TaBnoBa» MunuctepcTBa 3apaBooxpanenust Poccuiickoit denepanu

3amuTa JIUCCEpTallUd COCTOMUTCH  « » 2026 roma B 4YacoB Ha 3acelaHuu
Hucceprammonnoro copeta 68.1.006.01 npu deaepanbHOM TOCYAAPCTBEHHOM OIOHKETHOM YUPEKICHUN
«HamuoHabHBIM MEIMLMHCKANM MCCIIEIOBATEIbCKUIM UEHTp oTopuHoJIapuHronorun @enepanbHOro
MEMKO-OMOJIOTHYECKOT0 areHTCTBay mo azapecy: 123182, r. MockBa, Bomokonamckoe mocce, a. 30,
KOpII. 2.

C nuccepranueil MOXKHO O3HAKOMHUTBHCS B OMOnMuoTeke denepanbHOr0 rocyJapCTBEHHOIO OOPKETHOTO
yupexaeHus «HanMoHanpHBI MEIULIMHCKUN HCCIEHNOBATEIILCKUNA LIEHTP OTOPUHOJIAPUHIOJIOTUU
®denepallbHOTO MEIUKO-OMOJIOTHYECKOT0 areHTCTBa» U Ha caifte http://www.otolar-centre.ru.

ABTtopedepat pazmenién Ha caiite: http://vak.minobrnauki.gov.ru
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YuéHblil cCEKpeTaph IUCCEPTALMOHHOTO COBETA,
KaHAUJIaT MEIUIIUHCKUX HAYK A.C. Kopobkux
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OBIIASA XAPAKTEPUCTHUKA PABOTDBI

AKTYaJIbHOCTb TeMbI HCCJICA0BAHUA

MyxkoBuctuno3d (MB) (unu kucto3Hblii GuOpo3) — camoe pacnpOCTPAaHEHHOE HACIIEICTBEHHOE
3a0oJyieBaHue, KaK Cpeu eBpoIreon10B, Tak U B Poccun. OHO xapaKkTepu3yeTcsi MOHOI€HHBIM ayTOCOMHO-
pelleCCHBHBIM THIIOM HAacJeIOBaHHWs W 00ycioBieHo myrtanusmMu reHa CFTR, KOTOpble TPHUBOMAT K
MPEKPALICHUIO WA HAPYIICHUIO padOThI TPAHCMEMOPAHHOTO XJIOPHOTO KaHAalla alMKaIbHON TOBEPXHOCTH
OOJBIIMHCTBA AMUTEITUANBHBIX KIETOK OpPraHW3Ma M, Kak CIEJCTBUE, CTYIIEHUIO CEKPETa CIM3UCTBIX
000JIOYEK U DK30KPUHHBIX JKeje3, MYJIbTUCUCTEMHOMY [MOPAXEHUI0 C BHEUIHECEKPETOPHOM
HEJI0OCTaTOYHOCTHIO U TSHKETIOMY MH(EKIIMOHHO-BOocTIaTeIbHOMY Tiponieccy [Kammupckas H.1O. ¢ coasr.,
2021].

3HAUUTENBHBIN IIporpecc B jieueHMM MB 3a mocnenHue OecSATHIETUS CYIIECTBEHHO YBEJIWYMII
MPOJIOJKUTENBHOCTh M KaY€CTBO KM3HU MALIMEHTOB. TsKeble MOPaKeHUs] BEPXHUX JbIXaTEeIbHBIX MyTEH,
0COOEHHO pedpakTepHBIA K CTaHAAPTHOMY JICUEHHUIO XpoHWYeckuid puHOcHHycuT (XPC),
aKTyaJIM3UPOBAIINA PO OTOPUHOJIAPUHT0JIOTOB, OJJHAKO MPOeCCHOHATBHOE COOOIIECTBO ObLIO HE TOTOBO
K 9TOMY B CBSI3U C AePUIIITOM MHPOPMAITUU B TPYTHOCTSIMH MEXIUCIUTIIMHAPHOTO B3aUMO/ICHCTBUSI.

Coznanne permoHanpHbIX LleHTpoB MykoBucuuao3a M Perucrpa mnanveHTOB IO3BOJIMIIO
CUCTEMATU3UPOBaTh HMHPOPMAIUIO C NEAUATPUUECKONH M IYJIbMOHOJIOTUYECKON TOYEK 3peHHs, HO
OTOPUHOJIAPUHTOJIOTMYECKHU I aCEKT JOJIF0€ BPEMsI OCTABAJICS HEU3YyUYEHHBIM.

3a BCIO HCTOPUIO U3ydeHus 3a0oneBanus B Poccun ObUIO BBIOJHEHO S5 AMCCEPTAIIMOHHBIX padoT,
3aTparuBaromuX orAenbHble npobnembl  JIOP-maromorum npu MB  [Cararensm M.O., 2010;
MapteinoBa U.B., 2012; bapuinsk B.B., 2012; [llymkosa I'.JI., 2020; [Terpos A.C., 2025]. Ognako KpymnHbie
pabotel, wusydaroume MexaHu3mbl (popmupoBaHuss XPC u o0benuHSIONIME BCE HaIpaBICHUS
OTOPHUHOJIAPUHT OJIOTHYECKOM MOMOIIM nauueHtaM ¢ MB, K Hacrosmemy BpeMEHU OTCYTCTBOBAJIU.
3apyOexHble HCCICOBAaHUS B JTAHHOM OOJACTH HEMOJIHOCTBIO TMPUMEHHMMBI K POCCHHCKOM Koropre
MAI[MEHTOB BCIIEACTBHE M€TEPOT€HHOCTH CIIEKTpa MYyTalUl, XapaKTEPHOIO JUIsl pa3HbIX reorpauueckux
30H U 3THUYECKUX TPYIII: yacToTa renerndyeckoro Bapuanta F508del B Poccuu cocrapnser Tonpko 52,6%
(mpotuB 85,8% B CIIIA), pacnpocTpaHeHbl SHAEMHUYHBIC «CIABSIHCKHE», «UYBAIIICKUE», «KABKa3CKHUEY,
«EBpeHcKHe» U Jpyrue reHeTHYeCKUe BapHAHThI, KpaifHE PEKO BCTPEYAIOIIHecs 3a PYOeKOM U TOITOMY
HE BKJIFOYaeMbI€ B HCClIeIyeMble BEIOOpKH B Apyrux crpaHax [Knapp E et al., 2016; Peructp mamueHTOB C
MykoBucnno3oM B Poccuiickori ®deneparuu, 2023]. HamwoHanbHBIE W pPErHMOHAIBHBIE OCOOEHHOCTH
KacaloTcsl TaKkKe BHMJIOBOIO pa3HOOOpasusi W aHTHOMOTHKOPE3MCTEHTHOCTH OaKTepUaNbHOU (IIOpHI,
KOTOpasi OKa3bIBa€T NMEPBOCTEIICHHOE BIUSHUE HA MPOJOJKUTEIBHOCTD KHU3HU MAIlUEHTOB U HAMPAMYIO

CBfI3aHA C COCTOSIHMEM KaK HIDKHMX, TaK U BEPXHHUX JbIXaTEJbHBIX MyTeil. DTo mpuodperaer ocoboe
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3Ha4YEHHE B CBSA3H C pacCCMOTpEeHHEM 0KoJIOHOCOBBIX Ma3yx (OHII) kak pe3epByapa MUKpOOHBIX TaTOTEHOB
JUISL TTOCJIEYIOIIET0 HUCXOSAIIET0 HHMULIMPOBAHUS JIETKHX.
O4eBHIHAa HEPELLIEHHOCTh MHOTUX BOIIPOCOB:

— snuaeMHoiorus mnopaxenus nonoctd Hoca u OHII mpu MB: GONBIIMHCTBO HMCTOYHHMKOB,
PYKOBOJICTBYACH Pa3HbIMU KPUTEPHIMHU, TPUBOAUT pa3Opoc ganHbIX oT 63 10 100% [Berkhout MC et al.,
2014; Wymkosa I'.JI., 2020];

— TMOKa3aHus U 00beM Xxupyprudeckoro jgeueHuss XPC BBUly OTCYTCTBHSI KaKOT0-TM00 CUCTEMHOTO
noaxonaa k oroopy manueHtoB: B CHIA puHOcuHycoxupypruu noasepraercs ot 1 1o 24% nanueHToB B
3aBUCUMOCTH OT KOHKpeTHoro rocnutais [ Virgin FW et al, 2015];

— martoMopdosioruyeckue u3MeHenus ciauzucron odonoukun OHIT Ha ¢pone MB uzyuens aumis B
EIMHUYHBIX 3apyOeKHBIX paboTax ¢ orpaHUYeHHBIMH BhIOOpKamMu [Rowe-Jones et al., 1997; Kim RJ et al.,
2015];

— MHUKpoOHonorndyeckas xapaktepuctuka XPC B cpaBHEHMH C JAPYTUMH  JIOKyCaMu
pecnupaTopHOro Tpakra y aerer ¢ MB;

— COCTOSIHHE CiIyXa: ManueHTsl ¢ MB UMeroT NoTeHuanbHblil pUCK PA3BUTHSA KaK KOHIYKTUBHOM,
TaK ¥ ceHcoHeBpanabHOU Tyroyxoct (CHT) Ha oHe nmpuMeHeHus: aMUHOTIINKO3UIOB;

— addextuBHocTs  Tepanmuu  CFTR-monmynstopamu B OTHOUIEHHHM  MYKOBHCLH[O3-
accouuupoBanHoro XPC (MB-XPC): OONbIIMHCTBO HCCIIEIOBAHUI COCPEJOTOYCHBI Ha perpecce
«KITIOYEBBIX» TaTOJOTHYECKUX H3MEHEHHH (TIOpaXeHHWE JIerKMX), OCTaBJssl HEU3YUYEHHOW JWHAMHKY
HeseTanbHBIX TposBiieHni co ctoponsl OHIT [Clancy JP et al., 2019; Stapleton AL et al., 2022].

OxunaemMoe yBEIMYCHHE MTPOIOJDKUTEILHOCTH KU3HHU U OOIIeH BBIKUBAEMOCTH MarueHToB ¢ MB
Ha (OHE BHEAPEHUS TapreTHOM Tepanuu B KPaTKOCPOUHOM NEepCHeKTHBE TpeOyeT ONpeieIeHHOr0 YPOBHS
TOTOBHOCTM B T.4. OTOPHHOJIAPMHIOJIOTMYECKOW CIYy)XObl K OKa3aHMIO CTaHAAPTH3HMPOBAHHOM
Ka4eCTBEHHOW MEIUIIMHCKOW MOMOIIY NanueHTam ¢ MB, pacumimpenus 3Hanuii Bpadeid o naroiaoruu JIOP-
opratoB 1pu MB, 4To 000CHOBBIBAET aKTyaIbHOCTb U CBOEBPEMEHHOCTDH UCCIIEIOBAHUSI.

OTcyTcTBUE NOHMMAHHUS COCTOSHUS CUCTEMBl OKa3aHHUsS OTOPUHOJAPHUHIOJIOTMYECKOW ITOMOLIA
narueHTam ¢ MB B Poccun, HEoOXOaMMBIX 3HAHUN O MEXaHM3MaxX MOPaKCHUS BEPXHUX JBIXATEIbHBIX
nyTel u ux naromopgonoruu Ha ¢poHe 3a00JIeBaHuUs, EAUHBIX MOIXOJ0B K SMUIEMUOIOTHYECKOMY YUETY
natosioruu JIOP-opranoB, yetkux nokaszanuii k xupypruu OHIT u o6ocHOBaHUsA 00BbeMa OMEPATUBHOTO
BMEILIATENECTBA, AKTyaJIbHOM MHUKPOOHOJIOIMYECKOH XapaKTepUCTHKM CHHOHA3aJIbHOM  00JacTH,
nporno3upoBanus 3pdekroB tepanun CFTR-moxynstopamu Ha Teuenue XPC u npyrue npoOGensl B
COBPEMEHHBIX 3HAHUAX OTOPUHOJIAPUHIOJIOrOB 0 MB SBMIMCH NMpeanocbUIKaMH Ui IUIAHUPOBAHUSA U

BBITIOJTHEHH S JTAHHOU MCCIIE0BATEIbCKON pabOTHI.



ean uccaenoBanusi
Pazpabotars cucteMy AMArHOCTHKH, JICYCHUS U MPO(PUIAKTHKH XPOHUYECKOTO PHHOCHHYCHUTA U
HOpa)I(eHI/IH opraHa cnyxa y ;[eTeﬁ C MyKOBI/ICI_[I/I,Z[OBOM Ha OCHOBAaHUU BCCCTOpOHHeFO I/I3yIIeHI/I$I

MEXaHU3MOB UX pa3BUTHs U cocTosinus JIOP-opranos.

3agauu ucciaea0BaHus

1. W3yuuts uyactory nopaxenus JIOP-opraHoB (XpoHMUYECKUII PUHOCHHYCHUT, TYTOYXOCTb) IpHU
MyKOBHUCLIHI03€ y fieTeil B Poccuiickoit denepanym.

2. OUeHHUTHh COCTOSTHUE M CHUCTEMY OKa3aHUs OTOPHUHOJIAPUHIOJIOTMYECKOM IMOMOIIM JIETAM C
MyKoBHCLIH1030M B Poccuiickoit denepanuu Ha HACTOSILEM JTalle.

3. IlpoBectn aHanM3 B3aUMHOTO BIUSHHUS XPOHUYECKOIO PUHOCHUHYCUTA U MOPAXKEHUS APYTUX
OpPraHOB M CUCTEM IPU MYKOBUCIUI03€E y JETEH.

4. OxapakTepu30BaTh JIY4YEBYIO CEMUOTHUKY MOPAKEHUS OKOJOHOCOBBIX Ma3yX B POCCHUUCKOH
KOropTe JeTeil ¢ MyKOBHUCIIMI030M M Ha OCHOBAaHUU PE3YyJIbTaTOB KOMIBIOTEPHONH TOMOrpaduu BHISIBUTH
BO3MOXHBIE T€HOTUM-()EHOTUITUYECKUE KOPPEISLIUH.

5. BrouButh cnenuduueckue nMaToMophoIOrHUecKue XapaKTepUCTUKU CIHU3UCTOW 00OJIOUKU U
MIOJINTIO3HOM TKaHU OKOJIOHOCOBBIX Ma3yX MPU MYKOBHCLIHIO3€E.

6. OueHuTh MHUKPOOHOJOTHMYECKHH CTaTyC OKOJOHOCOBBIX Ia3yX B CpPaBHEHUH C JAPYTUMHU
JOKyCaMH PECIUPATOPHOTO TPaKTa y JETeH ¢ MYKOBHCIHIIO30M M pa3paboTaTh ONTHMAJbHBIN CIOCOO
3a00pa OMOJOTHUYECKOT0 MaTepHara.

7. YCOBEpIIEHCTBOBaTh XUPYPrUYECKOE JICYEHHE XPOHUYECKOTO PHUHOCHHYCUTA y JHETeH C
MYKOBHCIIMJI030M Ha OCHOBAaHUU MAaTOMOP(OJOTUYECKUX M3MEHEHHH CIM3UCTONH O0O0O0JIOUKH U
chopMyIHpOBAThH TIOKA3aHUS K HEMY.

8. M3yuuts 3pdpextuBHOCTS CFTR-MOAYNIATOPOB B OTHOIIEHUH XPOHUYECKOTO PUHOCHHYCUTA Y
JIETe C MYKOBHUCITUIO30M.

9. OrueHuTth TeHeTHYECKHE (DAKTOPHI PUCKA PA3BUTHS CEHCOHEBPAIBHOM TYrOYXOCTH Y JETEH ¢

MYKOBHCIIMJIO30M.

Hayuynas HoBHU3HA
1. BmepBeie B Poccum UM B MuUpe TOJyYy€HAa pENPE3CHTATHBHAS KAapTUHA COCTOSAHMS
OTOpHHOHﬁpHHFOHOI‘H‘IGCKOﬁ nomMmomu ACTAM ¢ MYKOBHUCIIUI030M B MaCH_ITa6€ rocyaapcrtaa.
2. BnepBble NpOM3BENEH MHOTOLICHTPOBOM aHAINW3 OCHOBHBIX XapaKTEPUCTUK TEUEHUS
MYKOBHCIIM103a KaK MYJIbTHCHUCTEMHOTO 3a00JIEBaHUS, B 3aBUCUMOCTH OT ()OPMBI U TSXKECTH MOPAXKEHUS

OKOJIOHOCOBBIX ITa3yX.
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3. BnepBble nokazaHa pojb OKOJIOHOCOBBIX Ma3yX KaK HMCTOYHHMKA «ayTOPEHH(OUIUPOBAHMS»
HIDKHUX JIBIXaTEJIbHBIX IyTEeH IOCie AOCTHKEHHS 3paJuKalM NMaTOreHHOW OaKTepHaabHOM (IIOphl U3
OpOHXOJIETOYHOTO CErMEHTA.

4. BrnepBbie BBHIIOIHEH MHOTOTPaHHBIM aHaMu3 OOJBIIOTO apXUBa KOMIBIOTEPHBIX TOMOTPAMM
OKOJIOHOCOBBIX Ma3yX B POCCUNCKON KOTOPTE AETEH ¢ MYKOBUCIIHI030M, KOTOPBIM MO3BOJIWI BBISIBUTH PST
TeHOTUI-(DEHOTUMNUYECKUX KOPPEISLMA B TEYEHUH MYKOBHCIHI03-aCCOLIMMPOBAHHOIO XPOHUYECKOTO
pUHOCHHYCUTAa. BnepBele B MHpE OLICHEHbl PEHTTEHOJOTMYECKUE XApaKTEPUCTHKU  SBJICHUS
«ECTECTBEHHOT0 KOHTPACTHUPOBAHUA» MIATKOTKAHHOTO CyOCTpaTa B OKOJIOHOCOBBIX Ia3yXxax y JeTed ¢
MYKOBHCIIHIO30M.

5. DBnepsble  omnmcaHbl  3Tambl  IPOTPECCUPOBAHUS  MYKOBHMCIHJI03-aCCOLMMPOBAHHOTO
XPOHUYECKOI0 PUHOCHHYCHTA.

6. Bmepsble copMyIHpPOBaHBI IOKa3aHUS K XUPYPrHYECKOMY JICUEHUIO MYKOBHCIUI03-
aCCOLMMPOBAHHOIO XPOHUYECKOTO PUHOCHHYCHTA.

7. BnepBele B MHpe  BBIABICHBI  CBOWCTBEHHBIE  MYKOBHCLHJ03-ACCOLMMPOBAHHOMY
XPOHUYECKOMY PUHOCHHYCUTY MAaTOMOP(}osIornyeckrue 0COOEHHOCTH MOJIMITO3HO U3MEHEHHON CIM3UCTOM
000JI0YKH M MPOJAEMOHCTPUPOBAHA BBICOKAS CIIEIU(PUUYHOCTh HEKOTOPBIX U3 HUX.

8. Ha ocHoBaHuMH pe3ynabTaToB (PyHIAMEHTAJIBHBIX MAaTOMOP(OIOTUYECKUX HCCICAOBAHUN U
U3y4EeHHsI JOJATOCPOUYHBIX MCXO/I0B XUPYPrHUECKOIO JIEYEHUsI BIIEPBbIE B MUpE 0OOCHOBAH U pa3paboTaH
CTaHJAPTU3UPOBAHHBIN I ACTEH ¢ MYKOBHCITUAO030M MPOTOKOJ MOAU(MUIIMPOBAHHON SHIOCKOTTUIECKOM
MeIMaIbHOM MaKCHJUISKTOMUHU C yJAJIEHUEM BCEeH CIM3UCTON 00OJOYKM BEPXHEUEIIOCTHOW MazyXu JUis
NalueHToB, He nonyvaromux tepanuio CFTR-monynsaTopamu unu npu ee HeaddexkruBHocTr. Briepsrie B
MHUpE MPEUIOKEHO pas3feleHue CyO(pEeHOTHUIIOB MYKOBUCIHUI03-aCCOLIMMPOBAHHOIO XPOHUYECKOTO
PHUHOCHHYCHTA C LENBIO INIAHUPOBAHUS XUPYPIUUECKOIO JICUEHUS.

9. Bmnepsble B MUpE yCTaHOBIJIEHA BOBJIEYEHHOCTh B IATOJIOTMYECKHI ITPOLIECC BEPXHETO CETMEHTA
BEPTUKAJIBHOIO OTJENa CIIE3HBIX MyTeil Ha (oHE MYKOBUCIIHI03-aCCOLMUPOBAHHOIO XPOHUYECKOTO
PUHOCHUHYCHTA 3a CYET PEMOJCIMPOBAHUS MEPEJHUX KIETOK pPELIeTYaToro JabUpHUHTa U OOOCHOBaHA
BO3MO>KHOCTb OTHOMOMEHTHOTO C  DHJOCKONHMYECKOM  TOJIMCHHYCOTOMHMEHW  BBIIOJHEHUS
JAKPUOLIUCTOPUHOCTOMUH.

10. Buepssie B Poccun ouenena a3 gpextuBHOCTh ABYX CFTR-MOIyITOPOB B OTHOLIICHUN TEUESHUS
MYKOBHCIIMI03-aCCOLUUPOBAHHOTO XPOHUYECKOTO PUHOCUHYCHUTA B IIPOJOHTUPOBAHHOM MCCIIEAOBAHUN.

11. BrepBoie B Poccum ycraHoBieHa HHU3Kas ajljiejbHAs 4YacTOTa T'€HETUYECKOTO BapuaHTa
c.35delG B rene GJB2 (13 xpomocoma, sinepHast JIHK) u Bapuanta A1555G B rene /2S5 rRNA

(muroxouapuanpHas JIHK) y gereil ¢ MyKOBHUCIMIO30M, YTO OIPEAENSET PUCKU CEHCOHEBPAIBHOM



7

TYrOyXoCTH. BriepBbie B POCCHIMCKON KOTOPTE MAIMEHTOB Ha OCHOBaHWU aHanm3a 0a3pl KT BHCOYHBIX

KOCTEH MpoIeMOHCTPUPOBAHA MHTAKTHOCTD MOJIOCTEN CPETHETO yXa y AeTel ¢ MyKOBHUCIIHUIO30M.

TeopeTnyeckasi 1 NpaKkTHYeCKasi 3HAYUMOCTb padoThI

PesynbpTarsl paboThI MO3BOJININ:

— BBISIBUTH psJl 3akoHOMepHOCcTel pa3BuTus XPC Ha hone MB 1 060cHOBaTh €ro mpuHAaIJICKHOCTh
K 0c000My ()€HOTHITY MMaTOJIOTUH OKOJIOHOCOBBIX Ma3yX;

— ONPEICIIATh MECTO IMOPAXKCHHsSI BEPXHHUX IBIXATEIBHBIX IYTEH B CTPYKTYpE IOJIMOPTaHHBIX
nposisiiecanit MB y nereit;

— 000CHOBaTh 0053aTEILHOE Y4aCTUE BpauyehH-OTOPHUHOIAPUHIOJIOIOB B MYJIBTUAUCIUILUIMHAPHON
KOMAaH/I€ CIIEL[MATUCTOB, OCYIIECTBISIFOIUX JI€UeOHO-IUarHOCTUIECKYIO TOMOoLIb AeTsIM ¢ MB;

— TOBBICUTH PPEKTUBHOCTh U Oe30macHOCTh Xxupypruueckoro jedeHuss MB-XPC u BHenputh
pa3paboTaHHbIE ONEPATUBHBIE METOJbl B pabOTy OTOPUHOJAPUHIOJOTHYECKUX XUPYPrHUECKUX
CTallIOHAPOB;

— OIpEACIIUTh YETKHE IIOKa3aHUsI K PUHOCUHYCOXUPYpruu y nerei ¢ MB;

— pa3paboTarh Jy4eBYIO CEMUOTUKY NOPaKEHHs] CHHOHA3JIbHOW 00J1aCTH B POCCUHCKOM KOTOpTe
nereit ¢ MB;

— OXapakTepu30BaTh TEUYEHHE OaKTepHaATbHO-BOCMAIMTENIBHOTO  Mpolecca B BEPXHHUX
JBIXaTeNbHBIX MyTAX npu MB, pa3paboTath U BHEIPUTH METOA MOHUTOPHUHIA MHUKPOOHMOJIOTHYECKOTO
CTaTyca OKOJIOHOCOBBIX I1a3yX IOCJIE PaCIIMPEHHBIX SHJOCKOIINYECKUX BMEIIATENbCTB;

— BBISIBUTH crienuduanbie matomopdoiornyeckue Mapkepbl XPC, pasBuBmierocst Ha pone MB;

— moka3atb dpdextuBHOCTh Tepanuu CFTR-moxynaropom (anekcakapTop+

— Tte3akadpToptuBakapTop) B oTHoumieHHH MB-XPC u BBIIBUTH 3aKOHOMEPHOCTH JHMHAMUKU
3a0o0JeBaHMs HA (POHE JICUCHUS;

— OLIGHUTH PUCKH (pOpMHUPOBaHUS TYrOyXocTH y aereir ¢ MB.

Ha ocHoBe monydeHHbIX B paboTe MaHHBIX pa3paboTaHa KOHIIETIUS COBPEMEHHOW MOJeNu
OKa3aHUs OTOPHHOJIAPUMHIOJIOIMYECKOM mnoMomu AeTsM ¢ MB, kortopas orpaxkeHa B KimHuueckux

pexomennanusix «Kuctos3usiii prudpo3 (MyKoBUCIINI03)» MOCHeaHUX epecMoTpoB (2020, 2021, 2025 rr.).

MeTtomos10rust 1 METOABI HCCJIETOBAHUS
HccnenoBanne HOCWIO XapakTep KOMOMHUPOBAHHOTO/MHOTO3TAaHOTO 3KCIEPUMEHTAIBHO-
00CepBaIIOHHOTO PETPOCIEKTUBHO-TIPOCTICKTUBHOTO W BKJIFOYAJIO HA KaXKJIOM dTare OTAeTbHbIC BEIOOPKU

(wacTruHO mepecekaromuecs) aerei ot 0 1o 18 ner. OCHOBHON KIMHMYECKOUN 0a30i MccienoBaHus ObLT



OI'bY «HaumoHanbHbIH MEIUUMHCKHI HMCCIEAOBATEIbCKUNA LEHTP OTOpHUHOJIapuHronorun» DOMBA
Poccun. Pabota poBenena B TecHoM cotpyaauuectse ¢ DI'BY «Menuko-reHeTHYecKuii HaydHbIi EHTP
uMmenu akagemuka H.II. BoukoBa» u Llentpom (otmenenuem) mykoBucuugosza ['bY3 MO «Hayuno-
UCCIIENOBATEIbCKUN KIMHUYECKUN MHCTUTYT JIeTcTBa MUHHCTEpPCTBA 34paBOOXpaHEHUs MOCKOBCKOHN
obnactu». O6mMii cpok pabOTHI, BKIIOYAsi PETPOCIIEKTUBHBIN aHAINU3 U MPOCHEKTUBHYIO YaCTh, OXBATHUJII
nepuon ¢ 2006 mo 2024 rr. Tema auccepTaliMOHHOTO UCCIIEOBaHUS ObUTa YTBEPXKIACHA Y YEHBIM COBETOM

OI'bY HMUIIO ®MBA Poccuu 02 mapta 2020 r.

CooTBeTrcTBHE JHCCEPTALMM MACHTOPTAM HAYYHBIX CIIEHUATbHOCTEH

[To akTyanbHOCTH, BBIIBUHYTOM rumotese, cHOpPMUPOBAHHOM LEIM, 3ajayaM M MOJy4YE€HHBIM
pe3ysbTaTaM AuccepTaltsi COOTBETCTBYET MaCIOPTaM CHELMATIbHOCTEN:

3.1.3. — otopunonapunronorus (mn. 1 — MccnegoBanus no M3y4yeHUIo 3THOJIOTUH, MMATOTeHE3a U
pacnpoctpanenHoctu JIOP-3a0oneBanuii (BOCHANIHMTENbHBIC TPOIECCH; TPaBMBI, WHOPOJIHBIC TEIA;
BPOXKJCHHBIE TIOPOKU Pa3BUTHS yXa, HOCA U OKOJIOHOCOBBIX Ma3yX, TJIOTKH, TOpTaHU; (HOHHATpUS U
cypnoiorusi; npodeccuoHanbHbIe 3a0ojieBaHMs W HOBooOpaszoBaHus JIOP-opraHoB; BecTHOyIspHBIE
paccTpoiicTBa; peKOHCTPYKTHBHAsi M BoccTaHOBUTENbHas xupyprus JIOP-opranos; ocnoxunenus JIOP-
3a0oneBanuii; 1. 2 — Pa3paboTka ¥ yCOBEpIICHCTBOBAHUE METOJIOB AMArHOCTHKH U npodminaktuku JIOP-
3a0oneBanuii; m. 3 — OKCHEpUMEHTAJIbHAs W KIWHWYECKas pa3paboTka metonoB jedeHus JIOP-
3a00eBaHUl);

3.1.21. — nepuatpus (1. 5 — Pa3paboTka Hay4IHBIX, METOIOJIOTUYECKUX M MPAKTHUECKUX MOIXO0B
K BEJICHUIO JIeTEi C BPOXKACHHBIMU MTOPOKAMH PAa3BUTHS, HACTIEICTBEHHO 00YCIOBICHHBIMHU OOJIE3HAMHU U
HapylleHusMu oOmeHa BemlecTB; I. 6 — CoOBEpIICHCTBOBAHHWE TEOPETUUYECKUX, METOAMYECKUX U
OpPTaHU3AIIMOHHBIX TOJXO0JI0B K OOECMEYEHUI0 OCOOBIX MOTPEOHOCTEH MeTel-WHBAIWIOB; M. 8 —
HccnenoBanue mpobieM mnpodhecCHOHANBHON TMOATOTOBKH, OLEHKM W TOBBINICHUS KBATU(DUKAIINH,
OTIpeNieNIeHUs] KaJpOBOTO MOTEHIMala W TOTPEOHOCTH s 00eCledeHUs KaueCTBEHHOTO pPELICHHUs

po0JIEMbl OXpaHbl 310POBbS JETeH U pa3BUTHUS IEAUATPUUECKON MEAUIIMHCKON HAYKH).

JIM4yHBIA BKJIAJ aBTOPA
JIMYHBIN BKJIAJ COMCKATENS SIBIISETCS OMPENSISIIONINM W 3aKII0YaeTcss B HEMOCPEICTBEHHOM
y4acTUU BO BCE€X ATamax MOJArOTOBKU JAuccepTaluu: OT (OPMUPOBAHUS KOHIEMIMHM HCCIETOBAHUS U
(bOpMYITMPOBKHU MPOBEPSEMBIX THIIOTE3, 11T U 3374 pabOThI 10 CTATHCTHYECKOM 00paOOTKH MOTy4YEeHHBIX
JTAHHBIX U HAITUCAHUS BHIBOJIOB. ABTOPOM MPOBEACH MOUCK M KPUTHUSCKUN aHATN3 HAyYHOU JIUTEPaTyphl
no wu3ydaemoil mpobneme, QopmupoBaHue 0a3 JaHHBIX, MPEATOKEHB METOAWKH BBITIOTHEHUS

XUPYPrUYE€CKOr0  BMEILIATENbCTBA Ha  OKOJIOHOCOBBIX Taszyxax M 3abopa Marepuana s
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MI/IKpO6I/IOJ'IOFI/ILIeCKOFO HCCICOOBaHUsI. Bce onmcannbie U BKIIOUCHHEIC B aHAIN3 OIICPaTUBHEIC mocoous

BBITNIOJTHEHBI aBTOPOM B POJIM OCHOBHOTO XUpypra. Jluccepranus u aBTopedepart HarucaHbl aBTOPOM JIMYHO.

CreneHb 10CTOBEPHOCTH Pe3y/I1bTATOB
JIOCTOBEpHOCTh PE3YJIbTATOB HCCIEAOBAaHUS OOecreueHa OOJIBIIUM O0BEMOM KIMHHUYECKOTO
MaTepuaia, HCIOJIb30BaHUEM KpYMHbIX ©0a3 gaHHbIX (PeructpoB mainueHTOB) U aJleKBaTHOMN
CTaTUCTHUYECKOW 00paboTkoil. HayuHble mONOXKEHHs, BBIBOABI W NPAKTUYECKUE PEKOMEHIAIHH,
c(OpMyIUPOBAaHHBIE B JAMCCEPTAIMH, MOATBEPKACHBI yOSAUTEIbHBIMUA AAHHBIMU, MPEACTABICHHBIMU B
MpUBEAEHHBIX Ta0IULAaX U pUCYHKaX. [[0AroToBKa, CTATUCTUYECKUI aHAIN3 U MHTEPIIPETALIUs PE3yJIbTaTOB

IIPOBEJICHBI C HCIOIb30BAaHMEM COBPEMEHHBIX METO/I0B CTATUCTUYECKOM 00paboTKH HH(OpMALIHH.

BHenpenue pe3yJbTaToB HCCJIECAOBAHNS B IPAKTHKY

Pe3ynpTaThel uccienoBaHusl BHEAPEHbI B KIMHUYECKYIO NMPAaKTHUKy HaydHO-KIIMHMYECKOro otnaena
Herckoit  JIOP-matonmoruu u  OTAeNeHUA JACTCKOW  oTtopuHojapuHrosnorun @DI'BY  «HMUILL
otopuHosiapunroiorun»y ®MBA Poccuu, nynemonosnoruyeckoro otaenenuss ®I'AY «HMMULL 3nopobs
nereit» Munzapasa Poccun, oropuHonapunronoruueckux otaenenuit 'AY3 «Jlerckas pecryOnukaHckas
KJIMHUYecKast 001bHULIA» MUHUCTEpCTBa 3apaBooxpaHeHus Pecyonuku Tataperan, [BY3 MO «Jlerckuii
KInHUYeckuii meHTp uM. JL.M. Pomainsy, Poccuiickoli AeTCKON KIMHWUYECKON OOJIBHUIIBI — (uiuaia
OI'AOY BO PHUMY um. H.U. ITuporoBa Munsznpasa Poccuu, 'bY3 «Mopo3oBckasi AeTckasi TopoacKas
KInHUYeckast OonpHua» /I3 . MockBa, a Takke B yueOHBIN Iporiece oT/iena 00pa3oBaHus U aKKpeAUTaIlN
OI'bY «HMMUL] oropunonapunronorun» ®MBA Poccun u Kadeapsr otopunonapunronorun Mucruryra

xupyprun ®I'AOY BO PHUMY um. H.U. ITuporosa Mun3zapasa Poccun.

Anpodanusi MATEPUAJIOB TUCCEPTALMHA

Marepuansl paboTbl 00CyXIeHbl Ha OosbioM uncie (6onee 150) pocCHICKUX U MEKIYHApOIHBIX
HAyYHBIX KOHTPECCOB U KoH(epeHuil o npodmisiMm «OTOPUHOIAPUHTOJIOTHS, XUPYPTHUS TOJIOBBI U LIS,
«Ilemnarpusy», «Jlerckas xupyprus», B uactHoctu: [X Kondepenius Poccuiickoro o0iecTsa puHOJIOTOB
(Kazanb, 2011); MexayHnapoaHnas koHpepeHIHs «Pojib HHBECTUIIMY U MHHOBAIIMU B Pa3BUTUU MEIUIIUHBI
u papmaneBTukm» (r. Hamanran, Y36ekucran, 2019); World Meet on Ear, Nose, and Throat (Dubai, UAE,
2019); 45th European Cystic Fibrosis Conference (Rotterdam, Netherlands, 2022); III Bcepoccutickuit
KOHTpecc ¢ MexayHapoaHbiM ydactuem «SI1 [lerckas Memununaa» (r. Mocka, 2022); X KOOuneiHbIit
MEXTUCIUTUTMHAPHBIA KOHTPECC 0 3a00JIeBaHUSIM OpraHOB roJioBsI U 1iew (r. Mocksa 2022); XX, XXI u
XXIII Poccuiickuii koHrpecc «VIHHOBallMOHHBIE TEXHOJOTHUU B MEIUMATPUM M AETCKOW Xupyprum» (T.
Mocksa, 2021, 2022 u 2024); V,VI u VIII Bcepoccuiickue ¢opyMbl OTOPHHOJIAPUHTOJIOTOB C

MEXTYHapOAHBIM ydyacTueM «MexXIUCIUTUTMHAPHBIN TOIX0/] B OTOPUHOIAPUHTOJIOT U, XUPYPTUU TOJOBbI
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u meu» (r. Mocksa, 2022, 2023 u 2025); XVI HamuonanpHbli KOHTpecc «MyKOBHUCIHIO3 H
HaCJICJICTBEHHBIC 3a00JIEBaHMs JIETKHX» C MEXIyHapoaHbiM ydactueM (r. Camapa, 2023); 2-1 u 3-1
Accambiien «/leTckas xupyprust royoBsl u men» (T. CBernoropck, 2023 u 2025); XVII HannonanbHbIN
KoHTpecc «HoBbIe TOPU30OHTHI B JUATHOCTHKE W JICUEHWH MYKOBHCIIHI03a: C BEpOl B Oymyiiee» C
MEXIyHApOAHBIM ydacTheM (. MockBa, 2025) u npyrux.

Amnpobamusi auccepTaniui  cocTosuiach Ha 3acegaHun  YdeHoro Coera DI'BY «HMUI]

oropuHonapuronorumn» ®MBA Poccuu Ne 06/2025 15 centsops 2025 r.

ITy0nukanuu nmo Teme quccepranun
[To Teme muccepTaluu OIMyOJIMKOBAHBI 36 MedaTHBIX padboT, B TOM ducie 20 — B peleH3upyeMbIX
HaYYHBIX )KypHaJax, peKOMeH/1I0BaHHbIX Bricuieii atTecranronHoi komuccuein (BAK) MunoOpHayku 1ist
yOJIMKAIlMU OCHOBHBIX PE3yJIbTaTOB IMCCEPTAMK HA COMCKAHUE YUEHOW CTETIEHHU TOKTOpa MEAULIMHCKUX
HayK, 16 — B U3JJaHUAX, HHACKCUPYEMBIX B MeX1yHapoaHoi 6a3e nanubix SCOPUS, nomydens! 2 naTeHTa

Ha uzoopereHus: PO.

O0beM M CTPYKTYpa JUCCEPTALMH
HuccepranuonHas paboTta uznoxeHa Ha 346 cTpaHUIAX KOMITBIOTEPHOTO TEKCTa, COCTOUT W3
BBeZIcHUsA, 11 rmaB (B TOM uuciie 0030pa JUTEepaTypbl, ONMMCAHUS MaTepUanoB, METOJIOB M AM3aiiHa
UCCIeIOBaHUs M 9 TIJaB, MOCBAILICHHBIX PE3yJbTaTaM COOCTBEHHBIX HCCIIEAO0BAaHUI), 3aKIIOUCHHUS,
BBIBOJIOB, MPAKTUYECKUX PEKOMEHJALNN U CIHMCKA JINTEPATYpPbl, KOTOPHIN BKItOYaeT 280 MCTOYHUKOB, B
TOM 4HCIie 55 0Te4eCTBEHHBIX U 225 3apyOexHbIX myOnukanuid. PaboTa mutoctpupoBana 92 pucyHKaMH

u 59 Ttabauamu.

OcHOBHbBIE 110JI05KeHN ], BBIHOCHUMbIE Ha 3aIIUTY

1. BsIcokas pacpoCTpaHEHHOCTh XPOHUYECKOTO PUHOCHHYCHUTA Y MTAIIMEHTOB C MYKOBUCITHI030M
U TecHas T[aTOT€HEeTHYecKas CBsA3b C MOPAKEHHUEM JPYTUX OpraHoB, CTAJIUHHOCTb pPa3BUTHS
CBUJIETEILCTBYIOT O MUKPOOHO-BOCTIATUTENILHOM IIPOLIECCE B OKOJIOHOCOBBIX Ma3yxaxX Kak O MPOSBICHUU
OCHOBHOT'O 3a00JIeBaHHS — MYKOBHCIIMJ03a M TOAYEPKHUBAIOT MPHHAICKHOCTh K 0cOOOMY (eHOTUIY
XPOHUYECKOTO PUHOCHHYCHUTA, KaK «MYKOBHCIIH/I03-aCCOIUUPOBAHHBIN XPOHUYECKUIT pUHOCHHYCHT).

2. XapakTepHbIMU MaTOMOP(OJOTHUUECKUMHU CyOCTpaTaMd H3MEHEHHMH CIIM3UCTON O0O0JIOYKH
OKOJIOHOCOBBIX TMa3yX Ha (OHE MYKOBHCIH03-aCCOMUPOBAHHOTO XPOHUYECKOTO PHUHOCHHYCUTA
SIBJISTFOTCSI MHTPASUTENINATIbHBIE MUKPOKHUCTHI, MUKPOAOCIIECChI, KHCTHI MMPOTOKOB CIM3UCTBIX xkene3. K
MPEIUKTOPAM TSDKETIOTO TIOPAKEHHSI OKOJIOHOCOBBIX TMA3yX OTHOCSTCS YPOBEHBH MPOBOAMMOCTH IMOTa Ha
MOMEHT MOCTAaHOBKM [MarHo3a, «rsbkecTb» reHoruna no reHy CFTR, koctHas necTtpykuusi CTEHOK

OKOJIOHOCOBBIX Ma3yX M CIE3HbIX MyTel JUCTPOPUUIECKH-aCENTHIECKOIO XapaKTepa.
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3. ®dopmupoBaHHEe MYKOBHCIIHI03-aCCOLIMUPOBAHHOTO XPOHUYECKOTO PUHOCHUHYCUTA MPOXOJIUT
CIIeyIOIINe CTaJAUM PA3BUTHUS: ACUMMETPUYHOE MOPaKEHHWE OKOJIOHOCOBBIX Ma3yX C Meauaau3anueit
HOCOBOM CTEHKH BEPXHEUCTIOCTHOW TMa3zyxw (NCeBAOMYyKoMmHolene), (HOpMUPOBAHHE HCKPUBICHUS
MEPErOpoJIKM HOCA B IIPOTHUBOIOIOKHYIO CTOPOHY (XapaKTepHO AJI1 HAdaJbHBIX 3TAIoB), MOCIEIYIOIIEe
IIPOrPECCUPOBAHUE JIBYCTOPOHHEIO IpoIlecca C IMOCIENOBATEeIbHOM CMEHOW CyO(QEeHOTHUIIOB — OT
XPOHUYECKOT0 PUHOCHHYCHUTA 0€3 MOJIUIOB JI0 MOJUITO3HO-THOWHOTO.

4. OKOJIOHOCOBBIE TTA3YXH SIBJSIOTCS YCIOBHO OTTPAHUYEHHBIM PE3€PBYapOM BBICOKOIIATOI€HHOM
MUKPOQIIOPHI, KOTOPBIA TMPH ONPEACTCHHBIX YCIOBHUSX CTAHOBUTCS HMCTOYHHUKOM HHCXOJSIIETO
MH(OUIUPOBAHUS WIH «ayTOPEeUH(ULINPOBAHUSD) HIDKHUX JIbIXaTENbHBIX MTyTEH.

5. Brigenenue cy0(peHOTHUIIOB MyKOBUCIIN103-aCCOLIMUPOBAHHOTO XPOHUYECKOTO PUHOCUHYCUTA
000CHOBAHO IS TNIAHUPOBAHUS [UTUTEITLHOCTUA XUPYPTUIECKOTO BMEIIATETHCTBA U aHECTE3UOIOTUYECKOTO
nocobus. MoaudunupoBaHHasi SHIOCKONMUYECKAs MeAHWalbHAS MAKCUJUIDKTOMHUSI C YAalleHueM Bcei
CJIM3UCTON 00OJIOYKM BEPXHEUEIIOCTHON Ma3yxH IO 3alaTeHTOBAHHOW CTaHIApTU3MPOBAHHON METOIUKE
noBbIlIaeT 3QPEeKTUBHOCTh XUPYPrUUECKOro JeUEHUsI MYKOBHCIIH/I03-aCCOLIMUPOBAHHOTO XPOHUYECKOTO
puHocunycuta. KoctHo-GpuOpo3Has obiuTepalis BEPXHEUETIOCTHBIX Ta3yX SBISETCS OJaronpUsSTHBIM
HCXOJIOM PUHOXUPYPTUYECKOTO JICUEHUS Y ACTeH C MyKOBHUCIIHI030M U MOXKET OBITh JJOCTUTHYTA JIUIIb TIPU
MOJTHOM YAAJICHUH CIIU3UCTON 0OOJIOUKH Ma3yXH.

6. IlopaxxeHue cie3HBIX MyTed Ha (OHE PEMOJCTUPOBAHUS TEPETHUX KIETOK PEIIETYATOrO
nabupuHTa y JeTed ¢ MYKOBUCHHUI03-aCCOLMMPOBAHHBIM XPOHUYECKUM PUHOCHHYCHUTOM Tpedyer
COOTBETCTBYIOLIIEH HACTOPOKECHHOCTH TMPH KIMHUYECKOM O0O0CIEeOBaHUU, OLEHKE KOMIIbIOTEPHBIX
TOMOTpPaMM U MPEJIOoiIaraeT BO3MOXHOCTh BBINOJTHEHUSI OJJTHOMOMEHTHOM C XUpPYyprue OKOJIOHOCOBBIX
na3yX JaKpHUOLKUCTOPUHOCTOMUY MPU HATUYUH KIMHUYECKUX TMOKAa3aHHH.

7. Tepamus CFTR-momymnsitopoM snekcakadrop+rezakadTop+uBakadTop 00y1aaeT BBICOKON
3 PEKTUBHOCTHIO B OTHOUICHWH MYKOBHMCIHUI03-aCCOLMMPOBAHHOTO XPOHUYECKOTO PHHOCHHYCHUTA, B
OTJIMYHE OT Mpernapara uBakapTop-+HioMakadTop U TPAJUIIMOHHON 0a3UCHON Tepanuu.

8. VY nmereil ¢ MYKOBHUCIIMJO30M HMMEETCS OTHOCHUTEIbHO HHU3KHUUA PHUCK KaK KOHAYKTHBHOM
TYTOYXOCTH B CBSI3U C MHTAKTHOCTBIO MOJIOCTEH CPEAHEro yXa, Tak U CEHCOHEBPAIBHOM, YTO COMPSKEHO C
peAKOCThIO TeHeTndYeckux BapuaHToB ¢.35delG B rene GJB2 (13 xpomocoma, simepuast JIHK) u A1555G B

rene /28 rRNA (mutoxonapuansHas JJHK).
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COJEP)KAHUE PABOTbI

V4YuThIBas MHOTOSTAITHOCTH B Pa3HOHAITIPABJICHHOCTb UCCICAOBAHNA, OCHOBHBIC ACIICKThI zmsaﬁHa

OTACJIbHBIX 3TAIllOB OTPAKCHLI B Ta6J'II/II_[e 1.

Tabnua 1 — XapakTepucTruka dTaroB UCCIIEIOBAHUS

Jran JAuzaiin Metoas! I'pynnei/o6bem BbIOOPKH (1)
OOUIEMHUOIOTUI [IpocnexkTrBHOE DJIEKTPOHHOE Ponurenn/3akoHHbBIE
nopaxenus JIOP- MIOIIEPEYHOE AQHKETUPOBAHUE IIPEJICTaBUTENIN AIIUEHTOB
OpTraHOB y JeTei OIMCATEILHOE (n=503/487)

Ha (one MB
PerpocniekTuBHOE Ananus ey, BKItOUYeHHBIE B Peructpsr:
CILTIOLITHOE Perucrpos n=2361/n=2735/n=2880/n=2802/
MOIEepEeYHOe HalUEHTOB n=2785
OIHMCATEIIbHOE ¢ MB B PO. Paznienenne Ha Bo3pacTHbIe
(2019, 2020, TPYIIbI B COOTBETCTBUU C
2021, 2022, MEPUOIN3ALUEN IETCKOrO BO3pacTa
2023 rr.)
CocTosiHME OTOPHHO- IIpocnexkTuBHOE DNEeKTPOHHOE 58 LlenTpoB/oTaeneHmit
JIAPUHTOJIOTUYECKOM MONIePEYHOe AHKETUPOBAHUE MYKOBHCIIH1032
nomo1uu gerssm ¢ MB OIIMCATEIILHOE u3 45 pernonos PO
B PO
B3aumocsszp XPC PerpocniektuBHoe | Ananu3 Peructpa I rpynna (n=2014) — Bce netw,
C ApYTrUMH MOIEepEeYHOe nanueHToB ¢ MB BKJIIOUEHHBIE B Peructp
nposiBieHusiMu MB CIUIOLIIHOE B PD 2021 r. (moarpymmsr: la — 6e3 XPC; 16 —
y aeTe CpPaBHUTEIHHOE ¢ XPC); Il rpynma (n=1239) —
Tonbko fetu ¢ XPC (moarpynmst:
IIa —XPC ¢ HIT; 116 — XPC 6e3
HIT); III rpynmna (n=1239) — netu
¢ XPC (moarpynmsr: I1la —
ornepupoBanHsie; 1116 —
HEOTIEPUPOBAHHBIC).
Kaxnas rpynna/moarpynmna
paszJiesneHa mo Bo3pacTy —
ot 0 o 6 set, ot 7 mo 10 jer
nor 1l no 18 set
JIyueBas cemnoTuka PerpocnektuBHOE | MHOrorpaHHsIi baza KT — 570 nccnenoBanui;
XPC na ¢pone MB MOIEepEeYHOe ananu3 KT OHII JUJISL aHAJIW3a IyTEM MPOCTOM
y nereit ONKCaATEIbHOE PaHIOMHU3ALUU OTOOPAHO
190 uccnenosanuit
Muxkpobuosorniyeckas JIByHanpasien- Muxkpo- n=124
xapakrepuctuka XPC HOE TIOINEePEYHO- OMOJIOTHUYECKHI
Ha pone MB IIPOJOJILHOE
B CPaBHEHHUH omnucaTenbHOe
C IpyTUMH JIOKyCaMH
peCIMpPaTOPHOTO
TpakTa




13

Xupyprudyeckoe JIByHampaBieH- KaramnecTu- Oram [ (2006-2018):
JeueHue HOE 4ecKoe DHAOCKOMUYeCKas
CPaBHHUTEIBHOE HabIo1eHue MOJIMCUHYCOTOMHUS MO CTaHAApTHOM
MeTouke Stammberger
(n=64 onepanun/43 nanueHTa);
Oran II (2018-2023):
DHIOCKONNYECKas
MOJINCUHYCOTOMHSI
¢ MoTU(PUITUPOBAHHON
SHJOCKOIMYECKON METUAIBHOMN
MaKCHUJUIPKTOMUEH C MOJHBIM
yaJeHUeM CIU3UCTON 000T0UKH
BEPXHEUEIIOCTHOM Ma3yXu
110 COOCTBEHHOM METOHKE
(n=161 oneparnus/143 nanuenra)
[TaTomopdonoruueckoe | Perpocnektunoe | Ilarorucroso- Ocnosnas rpynna (MB-XPC)
HCCIeI0BaHNE MOTNIEPEYHOe THYCCKUN (n=97)
CIIM3UCTON 00O0JIOUKH CPaBHHUTEIHHOE KonTponpHas rpynmna
OHII (XPC 6e3 MB) (n=29)
Ouenka PerpocnextuBHOE Ouenka I rpynma (ELX/TEZ/IVA) — netn,
s dexTuBHOCTH MIPOJIOTHLHOE JTUHAMUAKH noJTyJaromue 3ekcakadrop +
tepanuu CFTR- KOHTPOJIMPYEMOE KT OHII, te3zakadroptuBakapTop (n=15);
MOYJISTOPAMH CpPaBHUTEIHLHOE MoKa3aTeNen IT rpynima (IVA/LUM) — netn,
MOTOBOM MPOOHI, MI0JIy4Yarolue
OBJ] uBakaprop-tirymakaprop (n=10);
III rpynna (KonTpons) — netu, He
MOJTy4Yalolie TeParnuio
CFTR-monynsitopamu (n=11).
OreHKa COCTOSTHUS [IpocniekTnBHOE TonanbHast Hetu ¢ MB (n=136)
cinyxa 'y nerer ¢ MB [IOIIEpEYHOE [IOpOroBas
onucareabHOe ayJIMOMeTpust
AkycTuueckas
UMIIEaH-
coMeTpus
Peructpanus
3BOAD
DJIEKTPOHHOE Ponurenn/3akoHHbBIE
AQHKETHPOBAHUE | MPEACTAaBUTENH MauueHToB (n=503)
Anamuz KT n=184 (368 BUCOYHBIX KOCTEH)
BHCOYHBIX KOCTEU
Onenka [IpocniekTBHOE MomnexynspHo- OcHoBHas rpymnmna (MB) (n=215);
(hapMaKOreHETHYECKHUX MOTIEPEYHOe TeHETHUYECKUN KonTponpHas rpymnma (310poBbie
(dakTopoB pucka CHT CpPaBHUTEIHLHOE JIETH, IETH ¢ OPOHXUATHHOU

actMoil) (n=209)
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BxitoueHne mnanyeHToB B OCHOBHBIE TIpPYMNIbl Ha KIMHUYECKUX 3Tamax padoThel (OLieHKa
3 PEKTUBHOCTH XUPYPTHYECKOTO JICUCHUs, MUKpoOuonorudeckas xapakrepuctuka MB-XPC, omenka
spdextuBHocTH Tepanuu CFTR-monmynsTopamu, OIlEHKa COCTOSHHS ciiyxa M (hapMaKOT€HEeTHYECKHX
dakropoB pucka CHT) ocymiecTBIsioch B COOTBETCTBHHM C MPUBEACHHBIMH HIKE OCHOBHBIMH
KPUTEPUSIMHU.

Kpumepuu exnouenusa: pauarHo3 «MYKOBHUCLHIO03», BEepU(ULHPOBAHHBII Ha OCHOBaHUU
MUAarHOCTUYECKUX KPUTEPUEB, YTBEpPKACHHBIX EBpomeiickumMu cTaHaapTaMd W KIMHHUYECKUM
pexomenaanusam; Bo3pacT oT 0 10 18 meT Ha MOMEHT BKJIFOUEHHUS B UCCIICIOBAHKE; HAJTHMYNE JAHHBIX 00
000uX maroreHHbIX Bapuantax rena CFTR; moanucanre MHPOPMUPOBAHHOTO TOOPOBOJIIHLHOTO COTJIACHS Ha
y4acTUE€ B HCCIIEJJOBAaHUM MAlMEHTOM WJIM OJHHM M3 3aKOHHBIX IMpeACcTaBUTENeH (B 3aBUCUMOCTU OT
BO3pacTa) (7151 IPOCIIEKTUBHON YacTH MCCIIEIOBAHNUSA).

Kpumepuu uckniouenun: oTka3 NaleHTa WIK €r0 3aKOHHBIX MPEJCTABUTENEH OT MPOAOIKEHUS
y4acTusi B HCCIEJOBAHHMH TIOCIE BKIIOUEHUS B HEro (ISl MPOCHEKTUBHON YacTH WCCIEIOBaHUsA);
OTPOBEPKEHUE AUArHo3a «MYKOBHUCLIHI03» Ha JIFOOOM 3Tare UCCIIEOBaHMs; CMEPTh MMallMeHTa B TEUEHUE
CpOKa KaTaMHe3a.

Kpumepuu neeknwuenusa: OTCYyTCTBHE BEpHU(PHUIIMPOBAHHOTO AWATHO3a «MYKOBHCLHIO03» WU
HaJM4Ke KJIMHUYECKOTO JUarHo3a ¢ HeyCTaHOBJIEeHHbIMU MyTanusiMu reHa CFTR; Bo3pacT ctapie 18 mner;
OTKa3 MaI[MeHTa WK €0 3aKOHHBIX MPEICTaBUTENEH OT BKIIOUECHHUS B UCCIIEe0BaHNE (1JI MPOCIIEKTHBHOMN
YaCTH WCCJICIOBAHUs); HAJIWYUE KOHKYPHUPYIOIICH TMAaTOJIOTHH CO CXOXXKEW KIMHMYECKOW KapTUHOU
(HampuMep, OAHOMOMEHTHOE HaJM4he MYKOBUCIMI032 W TEPBUYHON HUIMAPHON IUCKUHE3WH); IS
oueHkn KT-cemmoruxu mnopaxenuss OHII nHa ¢one MB: mepeHeceHHbIE JO BBINOJIHEHUS JYYEBOTO
obcneoBaHus oniepaTuBHBIC BMemiarenbeTBa u/winn tepanust CFTR-momynsitopamu.

dnuaemuoiorusi nopaxenus JIOP-opranos y nereii ¢ MyKoOBHCIIHI030M
B Poccuiickoii ®enepauuu

YuuteiBas TpOTUBOPEYMBOCTh JAHHBIX O pacrnpocTtpaHeHHocTH nopaxeHnus OHII y gereit ¢ MB,
OblIa 3allaHUpOBaHA JaHHAas 4YacTh paboTel. OHa mpeanoiarajia OJHOBPEMEHHOE HCIOJIL30BAHUE
pa3IMYHBIX KPUTEPUEB MHJECKCAIMM U MCIOJIb30BAaHUE HECKOJIBKMX HCTOYHHUKOB AaHHBIX. C oaHOMU
CTOPOHBI, IPUMEHEH OMPOC MAUEHTOB (3aKOHHBIX MPECTaBUTENEH) B COOTBETCTBUU C a1alITHPOBAHHBIMU
11t MB xputepusimu (B OCHOBY Jierii KiiuHu4eckue Aedununuu puHocurycuta ERS [Fokkens W, 2020]
U psiJl BCIOMOTaTeJIbHBIX BOIIPOCOB), C IPYTOM — COBEPIIIEHCTBOBaHUE cucTeMbl yueTa naronoruu OHII mpu
dbopmupoBanuu exeromHoro Perucrpa manuentoB ¢ MB B PO (nmanee «Peructp») 3a nmepuoa ¢ 2019 o

2024 rr.. TlpennoxkeHa W BHeIpeHA pacIIUpeHHas cuctema cOopa mHpopmanmu, kotopas ¢ 2020 r.
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yuntbiBasia kak XPC c¢ HII, Tak m XPC 6e3 HII, a ¢ 2021 — ¢akT BBHINOJHEHUS XUPYPTUUECKUX

BMemarenscTB Ha OHII.

OmnuaiiH aHKETHPOBAaHHUE PENPEe3CHTATUBHOW BBHIOOPKM MAIMEeHTOB (n=487) MpoJeMOHCTPUPOBAIIO

CJIeAYIOIIHNE pe3ynbTaThl (puc. 1).

83,0%

42,9%

36,7%

31,2%

21,4%

13,5%

3-6 ner 7-11 net 12-17 net

Buinontanack KT OHT

[marnos XPC ycranoRnen PUHOXMDYPIHNECKH

Pucynok 1 — Bo3pacTHast TuHaAMHUKa OTHOCUTEIBHOM YacTOTHI BEPHU(PHUIIMPOBAHHBIX BPAaUOM
Y YCTAHOBJICHHBIX B COOTBETCTBHU ¢ KputepusiMu EPOS nrarHo30B «XpOHUYECKUN PUHOCUHYCUTY,
BeinonaHeHuss KT OHII u npoBeneHus puHOXUpyprudecKux BMEIIATENbCTB y Aereii ¢ MB
10 JaHHBIM aHKETUPOBAHUS.

OueBuzieH napasuienu3M Bepudukanuu quarsosa u BoimonHenuss KT OHIT (k Bo3pacty 7 et X014
ob1 1 paz KT OHII nposenena 56,4% mnanueHTOB), T.. MPOBEACHUE BU3YATU3UPYIOMIUX HUCCIEI0BAaHUMN
Oosiee 0OOBEKTHUBHO XapaKTEpU3yeT COCTOSHHE CHMHOHA3aJIbHOW oOyiactu AeTeit ¢ MB, ueM opueHTamus
UCKJTIOUUTENIFHO Ha »ajloObl M CHUMITOMATHKy. HampoTuB, B paHHEM [ETCKOM Bo3pacTe Ha (QoHe
TEXHUYECKOH HeBO3MOXKHOCTH pyTuHHOTO KT-uccnenoBanus 0Oe3 oOmeld aHecTe3uu Ooblnas
BeIsIBIIsIEMOCTh XPC compsikeHa ¢ UCIOIb30BaHUEM KIIMHUYECKUX KpUTepHeB (pacmpoctpaneHHOCTh XPC
B Bo3pacTHOM rpymme 1-2 roma B coorBercTBuUM c Jedununueii EPOS cocraBuna 42,9%, a
BepU(UIUPOBAHHBIX BPayoM JMArHo3oB — 25% c BeIpaBHMBAaHMEM IOKa3aTeneil Kk Bo3pacty 3-6 jer —
55,2% u 56,4% cootBeTcTBeHHO). Takum 0Opa3om, ncnoiasr3zoBanue kpurepueB EPOS 11t ckpuHUHTOBOM
nuarHoctukd MB-XPC B HanOosbiield cTeneHH MPUMEHUMO B BO3pacTe A0 7 JIET, TOCie KOTOPOTO HX
JIMarHOCTHYECKasi IEHHOCTh CHUKAETCSI.

AHKETHpOBaHME BBIIBWIIO CONOCTaBUMYIO C JaHHbIMH Perucrpa 2023 r. (72,1%) wactoty
YCTaHOBJICHHBIX JIUarHo3oB (68,2%, pasuuna c¢ Peructpom cocraBuna 3,9%, p=0,080), uro
CBUJIETENHCTBYET 00 OOBEKTHBHOCTH TMOJYYEHHBIX pe3ynbTaToB. KoHcTaTUpOBaH HEYKIOHHBIA POCT
kyMyssiTuBHOM yacToThl XPC ¢ Bo3pactom u cmena npeodnamganus XPC 6e3 HIT na XPC ¢ HIT kak stanos

OIHOTO U TOT'O K€ IMATOJIOTUYCCKOI'0 IIporecca.
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CocTosiHHE OTOPMHOJIAPUHI0JIOTHYECKOMH MOMOLIH IeTAM ¢ MyKOBHCIHI030M
B Poccuiickoii ®enepauuu

OneHka CHCTEMBl OKa3aHWS JMAarHOCTHYECKOM M Je4eOHOM moMoIM 1Mo  Ipoduiro
«OTOpPHHOJIApUHTOJOTUS» neTasM ¢ MB Ha ocHoBanum aHketupoBaHuss 58 IllenTpos/oTnencHuit
MyKOBHCLIM103a B 45 pernoHax P®, Ha TeppuTOpHsaX KOTOPBIX IpoxuBaeT 79,3% nerelr ¢ MB, nokazana
cienytomee. Bpicoka morpebHOCTs (43,1%) BO  Bpauax-OTOPUHOJAPUHIOJNOTAX, O0JIAJAIOLINX
paciIupeHHbIMU 3HAHUSMH 00 OCOOCHHOCTSX T€UEHUs, JMArHOCTUKH, KOHCEPBATUBHOTO U XUPYPrHUECKOTr0
nedyenust JIOP-maronorum y nereir ¢ MB, HecMoTpst Ha To, uro B coctaBe 74,1% LleHTpoB mnmeercs
KOHCYJIbTaHT-0TOpuHONapuHronor. B 33% yupexnenuii He cobnmoaercst yctaHoBieHHass KinmHndeckumu
PEKOMEHJANUSIMHA KPATHOCTh OTOPUHOJAPUHTOJIOTUYECKOTO HAOIIO/ICHUS; BBISABICHO HEIOCTATOYHOE
MPUMEHEHHUE HHIOCKOMMYECKON BU3yaln3aluu (OTCYTCTBYET BO3MOKHOCTH MPOBEACHUS SHAOCKOIUU B
24,1% lentpos/otnenenuii), a JIIIY 2 peruonoB coobmunan o HeBo3MoxkHOCTH BbinoiaHeHuss KT OHIIL.
MOHUTOPUHT MUKPOQIIOPHI BEPXHUX AbIXaTENIbHBIX MyTEH PEryispHO mpaktukyercs B 65,5% LleHTpos.
Aynuonoruueckoe oOcienoBaHue neTedl mpoBoauTcs B 63,8% ydpexaeHuild, omHAKO Tpu 0OpaboTke
pe3yJbTAaTOB AHKETUPOBAHUS CAMHX NAIMEHTOB (pPOJAMTENEH TMAlMEeHTOB) OXBAaT JAHArHOCTUYECKOMN
CypAOJIOTMYECKOM MOMOLIBI0 cOoCTaBui Bcero 18,6% BHE 3aBUCHUMOCTH OT HAJIMYUS WA OTCYTCTBHS
dakTopoB pucka pa3BuTHs Tyroyxoctu. B OonbmmHcTBe LlentpoB (74,1%) 3apeructpupoBaHO
HEJIOCTaTOYHOE YHCJIO HampaBieHUH KoHcepBaTHBHON Tepanuu XPC ¢ HanOosnee peakuM HazHaueHHEM
CPEJICTB MPPUTALMOHHOW M TOMUYECKOW aHTHCENTUYECKOW/aHTHOAKTePHATLHON Tepamnuu. BEISBICHHBIS
HEJIOCTaTKU CTaJId MPEANOChUIKOW uisi pa3paboTrku u BHenpeHus B ®I'BY HMUIIO ®MBA Poccun
JonomauTenpHOM Tpo(ecCHOHaTBFHON TporpaMMbl TOBBIMICHUS KBanukanmuu «MyKOBUCIHIO3 B
OTOPUHOJIAPUHTOJIOTMUECKOU MPAKTUKEY.

Acconuannu XpOHMYEeCKOr0 PUHOCHHYCHUTA € IPYTUMH NPOSIBICHUSIMU
MYKOBHMCLH/I03a y aeTei

Ha ocnoBanuu nanubix Pernctpa 2021 r. ObUIM MPOCIEKEHB! ACCOIUAIMUA MEXITY MHOXECTBOM
xapakTepuctuk TeueHus MB n Hanmmuunem XPC, a Takke ero ¢opMoi 1 MOTPEOHOCTHIO B XUPYPTUIECKOM
JICYEHUU KaK CyppOraTHOTO KPUTEpUS TSHKECTH MOPaXKEHHUS CHHOHA3abHON obOnacTH. CTaTUCTHYECKU

3HaYMMBbIe CBSA3M ObUIH BbIsiBIIeHB! B oTHOmeHUH XPC u 50 nmapamerpos Teuenuss MB (Tabnuna 2).
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Tabnuua 2 — HTerpanbHble JaHHbBIE O BBISIBIEHHBIX IOCTOBEPHO 3HAYMMBIX CBSI3AX
MeXy HamuueM U xapakrepuctukamu XPC u ocoOeHHOCTsIMH TeueHus: MB.

Xapakrepuctuka tedyenus MB Hanunumne XPC DaKT BbINOJHEHUS
XPC ¢ HII PHHOXUPYPrUYECKOro
JIeYeHust
Bo3spact p<0,001 p<0,001
Bospact ycTaHOBI€HHS 1MarHosa p<0,001 p=0,008
BainonHeHne HEOHATAJIBHOIO CKPUHUHTA p<0,001
['eHOTHN («MSITKUIN «TSHKEIBIN) p=0,001 p<0,027
[Toxazarenu ®BJ] (O®B1, %/DXEJL, %) p=0,041/
p=0,019
UMT p<0,001
MUKpOOHOIOTHYECKHI CTAaTyC
Pseudomonas aeruginosa p<0,001 p=0,015
MRSA p=0,022
MSSA »=0,030 p<0,001
Escherichia coli p=0,005
Haemophilus influenzae p<0,001 »=0,016
Burkholderia cepacia complex p=0,031
Achromobacter spp. p=0,002
I'pamoTpunaTenpHas dopa (MHTErpaIbHO) p=0,001
OcC0XXHEHHS] MyKOBUCIIH103a
[TopaxxeHue neyeHu p<0,001
CANO p=0,004
[IceBno-baprrep cunapom p<0,001
MB-3aBucHUMBII caxapHbIi 11abeT p=0,012 p=0,012
Tepanust MyKoOBHCIIM03a
WHransimmu runepToH. COJIEBOT0 pacTBOpa p=0,014
Wuransuun MmanauTona (>3mec) p<0,001 p<0,001
Wuransuunonasie aHTHOMOTHKY (>3 Mec) p<0,001 p=0,001
BryTtpuBennsie anTuOMOTHKHU (>1 Kypca) p<0,001 p=0,007
Antubmnoruku (Tabn (>1 xypca) p=0,001
Bbponxomunstatop (>3 mec) »=0,002
JopHasa anbda (>3 mec) p<0,001 p<0,001 p<0,001
Wuransimmonasie crepouibl (>3 Mec) p=0,043 p<0,001
TabneTupoBaHHBIC CTEPOUIBI (>3Mec) p=0,037
Maxkpoauas! (>3 Mec) p<0,001 p<0,001
Ypcoae3okcuxoseBast KucioTa (>3 mec) p<0,001 p=0,013 »=0,029
[Tankpeatuueckue GpepMeHTHI (>3 Mec) p=0,002
NHrnbuTopsl mpoTOHHON TTOMTIBI (>3 Mec) p<0,001
XKupopacTBoprmble BUTaMHHBI (>3 Mec) p<0,001 p=0,016

[MarmenTst ¢ XPC cTatucTUYecku 3HAYUMO CcTaplIiie, 4eM 6e3; Bo3pactHoe pacnpeneneHue XPC 6e3
HIT u XPC ¢ HII eme pa3 npoaeMOHCTPHPOBAJIO, YTO J1Ba cyO(eHoTHIIa ABISIOTCS MOCIeI0BATEIbHBIMU

CTaausIMU OAHOTO U Toro ke npouecca B OHII u oTpaxkarot ero mporpeccuto.
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Cs13b O0J1€€ CTapIIero BO3pacTa yCTaHOBJICHUS JUarH03a «MYKOBHUCIIMI03» C HATMYHEM y peOeHKa
XPC u ero monummo3Horo cyodeHoTurna, BEposiTHO, aCCOIMUPOBAHA C TTO3THUM CTApPTOM MAaTOT€HETUYECKON
Tepanuu v MPOPUIAKTHUECKON POIbI0 CBOEBPEMEHHOTO JieueHUss MB B OTHOIIICHUH TOPaKEHUST BEPXHIX
JIbIXaTENbHBIX MTyTEH.

C TouKM 3peHHus OmpeneneHus reHoTHN-GpeHoTunrueckux cBszeil B pazsutun MB XPC ¢ HIT u
MOTPEOHOCTh B XUPYPIHYECKOM JICUEHUU COMPSIKEHBI C «TsDKENbIMU» TeHoTunamu. [lamuentsr ¢ XPC
UMEIOT JOCTOBEPHO 0ojiee HM3KUII HYTPUTHUBHBIA CTAaTyC M TOKa3aTelnd (U3NUYECKOTO Pa3BUTHA. ITO
OTpa’kaeT HETaTUBHOE BIMSHUE HApYIIECHHsI HOCOBOTO IIXaHUS Ha pa3BUTHE peOeHKa, C IPYTroil CTOPOHBI —
coueranne XPC u Hu3kux 3HadeHuit UMT omHoHaAmpaBiIeHHO XapaKTepU3YyIOT OoJiee TSHKEIoe TEYCHHUE
MB. BpeisBiena accoumanus Mexay HanuuueM XPC W BbIICICHHMEM KIUHWUYECKH 3HAYMMOM
rpaMOTpHULIATENIbHON (IIOphl, a Takxke Mexay uHpuuupoanuem P.aeruginosa u XPC ¢ HIIL. C oxHoii
CTOPOHBI, 3TO TO3BOJsieT moATBepAuTh poib OHII kak mecTa KOJOHU3AIMHM OAaKTEPUSIMH, C JPYTOi,
HA000pOT — NpeAnonoxuTh pazsutiue XPC Ha GoHe nHUIMpoBaHUs O0Jee «arpecCUBHOI (IIOpOii.

Hns gereit ¢ XPC 3Haunmo OoJiee XapaKTepHO PAa3BUTHE TAKUX OCIOXHEHHH, KaK MOpaKEHUE
neyeHu 1 MB-3aBucuMBIiA caxapHBIA ArabeT. ITO MOXKET KaK XapaKTepU30BaTh 0o0Jiee TSKEIOe TCUCHHE
MB y mnamuentoB ¢ XPC, tak u ObITh OnocpenoBaHO OoJblell aHTHOAKTEpUATbHON Harpy3koi Ipu
BBIPR)KEHHOM BOCHAUTENbHO-UH(EKIIMOHHOM mporiecce B OHII, a Takke conpspkeHO ¢ BO3PACTHBIM
pa3BUTHEM KIMHUKU MB.

[ToMUMO CHCTEMHBIX W MHTAISIIMOHHBIX aHTHOAKTEPHAIBHBIX MTpenaparoB y narueHToB ¢ XPC (1
ocobenHo ¢ XPC c¢ HII) ormewaercs Oonpmas NOTPEOHOCTH B MYKOJIMTUYECKOH —Tepamuw,
OpoHXOAMIATATOpPAX, TAHKPEATHUECKUX (PepMEHTaX U Psiie APYTUX BUIOB JICUCHUS.

Takum o6pazom, XPC B 1enom, Ha3aJdbHBIM MOJUINO3 W MOTPEOHOCTh B PUHOXUPYPTUUECKOM
JICUEHUH acCCOLMUPOBAHBI ¢ TPU3HAKaMHU OoJiee Tskenoro Teuenus MB.

[IponemoHcTpupoBaHHas Beicokas pacrnpocTpaHeHHOcTh XPC y maunentoB ¢ MB u BbIsiBiIeHHas
TECHas MaTOr€HETUYECKAs CBA3b C MOPAXKEHUEM IPYTMX OPraHOB [TO3BOJIMIN TOBOPUTH O BOCHAIIUTEIBHOM
nporecce B OHII He kak 00 OCIIOKHEHNH, a KaK O TIPOSIBJICHMH OCHOBHOTO 3a00JIEBaHMS — MYKOBHUCITH034,
U, TOAYEpKUBas MPUHAMIESKHOCTE K ocobomy ¢enoruny XPC, obocHOBaTh BBeIEHHUE TepMHUHA
«MYKOBHCIHU03-aCCOLIMMPOBAHHBIA XPOHUUECKUA PUHOCUHYCUT.

JlyuyeBasi ceMHOTHKA XPOHMYECKOT0 PUHOCHHYCHTA U MOMCK FeHOTHI-(PEHOTUIIHYECKHUX
cBsi3eil B IOPa’KeHNH 0OKOJIOHOCOBBIX Ma3yX y JAeTel ¢ MyKOBHCIIH/I030M

B xone uccnenosanust 6b1 HakorieH mudposoi apxuB KT OHIT 570 mereit ¢ MB, u3 KoTopbix
MyTeM TMPOCTOM paHIOMU3ANMH ISl ToApoOHOTO aHanm3a otobpano 190. [Tomumo mosna m Bo3pacta Ha

MomeHT BbimosiHeHUsT KT, oH Brmrovan: oneHky mo LMS, mLMS u B Mmogudukanuu Zinreich, Hamndune
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TUIIOIUIA3UHU JIOOHBIX M KJIMHOBUAHBIX Ma3yX, MEIUAIU3ALMH HOCOBOM CTEHKH BEPXHEUEIIOCTHOM Ma3yxu
(BYII) (nceBmomykomnuoriene), Ha3adbHBIN TOJUIO3 (BBIXOISAIINN 3a MPEACIIbl CPETHET0 HOCOBOTO XO/1a,
T.e. >I crenenn mno Johanson/Meltzer), acumMmeTpuI0 W3MEHEHH, WCKPHUBIEHHE IEPErOPOJKHA HOCA,
HaJIM4Me KOCTHOW JIeCTpyKUMH (IIOMHMO paspyuieHus wmeauansHoi creHku BUII), a Ttakke
OCTEOJECTPYKLIMIO B MPOEKLIMU CIE3HBIX MyTeHd WIM HUX KOMIIPECCHIO, HAJIMYUE «ECTECTBEHHOIO
KOHTPacTUPOBaHU» MATKoTKaHHOro cyocrpara B OHII u ero nencutoMeTpudeckue XapakTepUCTHKH.

PacnipocTpaHeHHOCTh aHAJTM3UPYEMbIX IPU3HAKOB B 001IIEH BEIOOpKE MpeacTaBiIeHa B Tabnuie 3.

Tabmuma 3 — PacnpocTpaHeHHOCTh M XapaKTepucTHKa aHamn3upyeMbix KT-npu3Hnakos
XPC B o0mieii rpynmne neteit ¢ MB (n=190).

IMpusznax BbiOoopka (n) | Haaumvue/xapakTepucTHKA NPU3HAKA
a0c. %
«EcTecTBEHHOE KOHTPACTUPOBAHUE 143* 140 97,9%
ACUMMETpHUS TOPAKEHUS 190 19 10,0%
VckpuBieHue neperopoku Hoca 190 58 30,2%
I'mnomuasust JTOOHBIX Ma3yXx 190 39 20,5%
['unoniasusi KIMHOBUIHBIX Ma3yX 190 69 36,3%
KocTHas nectpykuust 190 87 45,8%
Kommnpeccus/necTpykius Cie3HbIX MyTen 190 20 10,5%
IIceBnomykonuouene 190 85 44,7%
HazansHEIH 1T0IHII03 190 112 58,9%

*y 47 (24,7%) manueHToB OTCYTCTBOBAJ MATKOTKAaHHBINH pexum uiau Obuia BbimonHeHa KJIKT, uto He
HO3BOJIMJIO OLIEHUTh HATMYUE «ECTECTBEHHOIO KOHTPACTUPOBAHUS»

CaMbIM YacTBhIM TNPU3HAKOM, BBIABISEMBIM MouTH Yy Bcex (97,9%) nereit ¢ MB, oxazanock
«ECTECTBEHHOE KOHTPACTHUPOBAHHE» IaTOJIOTHYECKOTO0 MATKOTKaHHOro cyoctpara B OHII. Meaunana
MUHHUMAJIbHOW  PEHTIE€HOJIOTMYEeCKOM TuioTHOCTH  coctaBuia 55,0 [45,0;60,0] HU, wmeauana
makcumanbHoi — 100,0 [87,0;112,0] HU. {anusiii penomen cooTBeTcTBYeET npucyTcTBuio B BUII kpymHbIx
CKOIUJIEHUH THOWHOT'O CEKpEeTa pa3HOU IJIOTHOCTH, YTO MOJATBEPKAACTCS HHTPAOIIEPALMOHHO, U, BEPOSITHO,
OTpa)kaeT yHHKaJbHBIE €ro cBoicTBa nmpu MB (BeicOkoe coaepkanue Oenka u BHekjerounou JIHK,
NOBBILIECHHAS! B IECATKU Pa3 BSA3KOCTB).

[To mamum HaOmOAeHUAM, pa3BuTHe mceBaomykonuonene BYIl w/wnam Ha3zanbHBIA MOJIUIIO3
BBIp@XEHBbl CHayala C OJHOM CTOPOHBI M TMPHUBOIAT K JedopMaluud Meperopoikd Hoca B
IPOTUBOMNOJIOXKHYIO, €Ill€ HHTaKTHYI, CTOpOHYy. Jljisi MpoBEepKH JTaHHOW THUIOTE3bl ObUI TPOBEICH
BO3pPAacTHOM aHajIW3 CPeAu MAlMEHTOB C ACUMMETPUUYHBIM NOPAXEHUEM U HCKPUBIEHUEM IEPETOPOAKHU

HOCa, KOTOPBIN ee moaTBepau (Tabnuna 4).
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Tabmuia 4 — Bo3pacTHoe pacnpeneneHue AeTeil ¢ 0 JHOCTOPOHHUM/aCUMMETPUYHBIM
nopaxkenueMm OHII u uckpusienneM neperopoaku Hoca Ha pone MB-XPC.

Ipu3znak Bo3spacr, Jger JocToBepHOCTH

pa3auy4uii, p
o 6 c6nmo12 c12 1018

Opnnocroponnee/acummerpuanoe | 11 (18,3%) | 7 (9,0%) 1 (1,9%) p=0,014

nopaxenue, ade. (%)

Uckpusnenue neperopoaku Hoca, | 10 (16,7%) | 18 (23,1%) | 30 (57,7%) p<0,001

a6c¢. (%)

Uroro, adc. (%) 60 (100%) | 78 (100%) | 52 (100%) 190 (100%)

Ycranosneno, uro B ornuune ot CIIIA u EBpomnsl [Orlandi R et al., 2009; Eggesbe HB et al., 2003],
MEHBIIIe MTaTOrHOMOHUYHOCTBIO 00J1a/1al0T TaKUE MPU3HAKHU KaK a- U TUIOTLIIa3Us IOOHBIX M KIIMHOBUTHBIX
na3yx (20,5% u 36,3% COOTBETCTBEHHO).

KocTtHas gectpykiusi, TOMUMO OOJAaCTH OCTHOMEATaIbHOTO KOMILUIEKCA M MEIHUaJbHOW CTEHKH
BUII, yame Bcero 3aTparuBajia MeIMAIbHYIO CTEHKY OpOUTHI, 3a1HI0I0 cTeHKY BUII, cTeHKH KITMHOBUAHOM
na3yxu. JTOT Hpu3Hak Obul otMeueH y 48,5% mnammentoB. KinuHuueckue HaOMIOACHUS HAPYIICHUS
GYHKIIMOHUPOBAHUS CIE3HBIX MyTel y aereit ¢ MB 3actaBmim o6pamarbk 0co60e BHUMaHUE Ha COCTOSIHHE
KOCTHOTO JIO>Ka CJIE3HOTO MEIIKA U KOCTHBIX CTEHOK CJIE3HBIX IyTel. VX BOBI€UEHHOCTD B ATOJOTUYECKUI
nporiecc (KOCTHAs AECTPYKIHS W/ UK KoMIpeccusi) Obiia BeisiBiieHa y 10,5% nereid.

[Ipu omenke no cucreme Zinreich Meanana uucna 6amioB cocraBmia 35,0 [26,0;44,0]. ITomumo
BO3MOJKHOTO BJIMSIHUS TAaTOTCHHBIX BapuaHTOB reHoB CFTR w OakTepuanbHOW (IIOpHI HA THKECTH
nopakenust OHIT nHa ¢porne MB Obuta mpoBepeHa rumoTe3a 0 HEMOCPEACTBEHHON B3aMMOCBSI3H TSKECTH
MB-XPC co crenenpto HapymeHus: padotsl xinopHoro CFTR-kaHana Ki1eTok pecnupaTOpHOTO SIUTEIHS
KaK MEePBUYHOTO MaToreHeTrndeckoro ¢gakropa. C 3TOH 1eIbI0 MPOBEIEH KOPPEISIIUOHHBIN aHAINU3 YHCIa
O6ayutoB 1o cucteme Zinreich u mokazaremnst ypoBHS XJIOPHAOB MOTOBOM YKHUJIKOCTH/TIPOBOJMMOCTH TIOTA.
[Ipu omenke B oOmieit Beibopke (n=190) monmydyeHa mocToBEpHas MOJIOKUTENbHAs Koppensus (7=0,158;
p=0,037) mexny Tsoxecthio mopaxenus OHII u crenensio HapyiieHus (QyHKIMOHHPOBAHUS XJIOPHOTO
KaHana (puc. 2). AHaAIOTUYHBIN Pe3yNbTaT MOTYYEH U IPU UCIIOJIb30BAHUH HOPMAITM30BAHHOTO MTOKA3aTeNs

(modified Zinreich score) (=0,151; p=0,047).
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Mpocraa aguarpamma pacceAHUA C AMHWEN NOATOHKK U3 NPOBOAUMOCTH
noTa ¢ Wwarom oueHku no Zinreich
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Pucynok 2 — Koppensius mexny onienkoid KT OHIT no mikane Zinreich u mpoBoauMocTsio mora
(KoppemsuoHHas CBs3b, OIICHEHHAs! C TOMOIIBI0 K03 duninenTa koppesiauu [Tupcona,
craructuyecku 3Haunma (p=0,037)).

Pacnonarast j7aHHBIMM O TEHETHYECKHUX JUATHO3aX BCeX JeTel ¢ MB, BKIIFOYEHHBIX B IPYIITY OLICHKU
KT OHII, Obutn mpociexkeHbl MeHOTHIT-(heHOTUIIYECKUe 3aKkoHoMepHocTH B TeueHun MB-XPC. Ilpu
«rspkenomy» reHotune KT-kapTuHa okazanach JTOCTOBEPHO XYK€ IO CIEAYIOUIMM IapaMmerpam: YHCIIOo
6ayutoB 1o 06a3oBoil m MomudumpoBanHou cucreMam Zinreich (p=0,042 u p=0,021 cOOTBETCTBEHHO),
4acTOTa «ECTECTBEHHOI'0 KOHTpactupoBaHus» (p=0,033). B rpymnme nerel ¢ «TsHKEIbIMU» T€HOTUIIAMU
Yale perucTpUpoBaINCh KOCTHAS NECTPYKIIHS, NECTPYKIM/KOMIPECCHsI CIE3HBIX MyTel, hopMupoBaHue
ncesnomykonmorienie BUII, HO pa3nauumst He OBLIM CTAaTUCTUYECKHM 3HAUYMMBL. HazanbHBIA TMONHIIO3
BCTpEUaJicsl B paBHOM J10Jie cllydaeB B 00eux reHeTudeckux rpymmax (57,6 u 55,6% cOOTBETCTBEHHO).

BrisBiena 3HaunMasi CBsI3b AECTPYKIIMH KOCTHBIX CTEHOK CIIE3HBIX MyTed ¢ MH()UIMPOBaAHHEM
rpamorpunarensHoi  ¢iopoit (36,8%) mo cpaBHeHmio ¢ rpammonoxutensHoi (13,5%) (p=0,044).
Hamporus, ocreogecTpykiusi JOCTOBEPHO PEXKE BCTpedanach B ciaydasx BblaeneHus S.aureus (MSSA)
(7,1%) mo cpaBHEHHIO CO BCEMU APYTUMHU OakTepuaabHbIMU Bo3Oynutensmu (34,5%) (p=0,011).

Mukpobuonornyeckasi XapaKTepucTHKAa XpPOHHYeCKOI0 PUHOCHHYCUTA B CPABHEHHUH

¢ IPYTHMH JIOKYCAMH PecIMPaTOPHOIo TPAKTA y JieTell ¢ MyKOBHCIIH/I030M

MuKkpoOHOIOTHYECKUI CTaTyC PECIUPATOPHOTO TpakTa y marueHToB ¢ MB sBisercs dakTopowm,
OTIPEACIISAIONIMM TeUeHHWe | MporHo3 3aboineBanus. [lemuatpbl-crienuanuctel mo MB dame Bcero
OPUEHTUPYIOTCSI MCKJIIOUYUTEILHO HAa MHUKPOOHBIM MeW3ak HIKHUX JbIXaTeJIbHBIX IyTeH, He YHemnss
JIOJDKHOTO BHUMaHUsI MUKpoditope ostoctu Hoca u OHIIL. Jlannast yacTs paGoThI ObLTa 3aIyIaHUpOBaHA JIJIst
YTOYHEHHSI BO3MOXKHBIX CBSI3ed MeXAy OaKTepHOJOTHYECKUM CTaTyCOM Pa3HBIX JIOKYCOB AbIXaTENbHBIX

nyteil. B ananu3z Obutu Bitodyens! 124 pebenka, rocnutanusupoBaabix B @I'BY HMULIO ®MBA Poccun
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JUISL XUPYPTUYECKOro JiedyeHHsl. B OTHOIIeHMHM Kakaoro mnanueHta (ukcupoBanach HH(opmanus o
HanboJiee «KIMHUISCKH 3HAUUMOW» MUKPOQIIOpE 3a BECh NMEepHO1 HAOMIOACHUS, HHPUITUPOBAHUE KOTOPOI
COTPSKEHO C HAUXYAIIUM MPOTHO30M Te4YeHHs 3a0oyieBaHus. TakKe OLICHUBAIUCH akTyaibHas (iopa
MOKPOTBI, HHTPAOIIEPAIIMOHHO TOJyYadyd MaTepuan W3 TPaxew NpU HUHTYOAIuu, M3 MOJIOCTH HOca (10
xupyprudeckoro goctyna B OHIT) u u3 BUII. B karamuese (6-9 mecsiieB mocie onepanuu) oleHeHa
TUHaMHUKa MHKpoOuonorudeckoro meisaxa BUIT y 38 nereii. HambGombiiee BumoBoe pasHooOpasue
BBISIBJICHO B MaTepuale W3 HIWKHUX OTHAEIOB pecnupaTopHoro tpakra (28 BuzmoB) u BUIl y
HEONEPUPOBAHHBIX paHee neTelt (24), 3a HUMHU CIIeIYIOT MoJIOCTh Hoca (16), Tpaxes (12) u Hakonen BUII B
OTCPOUYEHHOM IIepuoJIie Mociie Xxupyprudeckoro yedenus (4). Ilpu nmonapHoM cpaBHEHHMH JIOKYCOB OBLIO
00Hapy»XeHO JIMIIb HECKOJIBKO 3HAYMMBbIX CBsI3ei, HanboJiee BaKHOM U3 KOTOPBIX SBUJIOCH BBIJEICHUE U3
HIDKHUX JbIXaTelabHbIX Mmyred B aHamHe3e U BUIl wuHTpaomepanvoHHO rpamMOTpULIATEIBLHON
BBICOKOTIATOTeHHOU uopel: Pseudomonas aeruginosa (p=0,001) u Sternotrophomonas maltophilia
(p=0,014). U3 23 nereii, y koTopsix u3 BUII Obina Beinenena P.aeruginosa, y Bcex KOraa-mmdo B aHaMHE3e
OHa OOHapyXHBalachb B HMU)KHHUX JIbIXaTEJNbHBIX MYyTAX, OJHAKO K MOMEHTY OIepaluyd OpOHXOJIeroyHast
CUHETHOMHas uHbekuus Obua yumb y 5 (21,7%), a y 18 maumentoB (78,3%) koHcTaTHpoBaHa ee
«@paJuKaIys Mo JaHHBIM HCCIEI0BAHUS MOKPOTHI WJIM MaTepHala ¢ 3a{Hel CTEeHKH TJIOTKH, YTO HE OBbLIO
TOKJECTBEHHO €€ MOJIHOMY YCTPaHEHHIO U3 PECITUPATOPHOro TpakTa. OTCYyTCTBUE MHBIX CBSI3€H MO3BOJIHIIO
cynuth 00 OHII kak 00 ycJI0BHO OTTpaHMYEHHOM OT MOJIOCTU HOCA U JPYTHX 0oJiee NUCTANIbHBIX OTAEIOB
pEeCIMpaTOpPHOTO TpaKTa pe3epByape MHUKPOGIOPHI, 3a4acTyl0 BBICOKONATOreHHOW. PasHopogHOCTh
MUKPOQIIOPHI BEPXHUX JBIXATEIbHBIX MYTEH, TpaXeu U OPOHXOJIETOYHOTO CErMEHTA M YaCTOe OTCYTCTBHE
pocTa B MmoceBax acmupara u3 Tpaxeu (JIOKyca, CBS3BIBAIOIIETO BEPXHHUE W HUKHHUE JBIXATEIbHBIC ITYTH)
MO3BOJIUJIO BBIIBUHYTH THIIOTE3Yy, YTO HHUCXOJAIIAas KOHTAMHUHAIMS HE SBISETCS IEePMaHEHTHBIM
MPOIIECCOM, a MPOUCXOTUT OTHOCUTEIHHO JUCKPETHO W, BEPOSTHO, compsbkeHa ¢ oboctpenuem XPC u
snm3oanueckuM apeHupoBanueM OHII (B yacTHOCTH, MONOCTH TCEBIOMYKOITHOIIENE) MPHU MOBBIIICHUN
o0beMa M JIaBJICHUS COACPKUMOTO nazyx Ha (oHe «oboctpenus» XPC.

Jns MonuTopuHra MuKpoOmosormyeckoro craryca OHII mocie  3HIOCKOMUYECKOTO
PUHOXUPYPTUYECKOTO JiIeueHUs ObUT pa3paboTraH cmocoO® 3abopa OHOJOTHYECKOTO0 MaTepHaa,
MO3BOJIIOIINN HMCKIIIOUUTh KOHTAMUHAIUIO TaMIIOHA «ITyTeBoi» (ropoit. OH OCYIIECTBISETCS MMyTeM
BBEJICHUSI B COPMHUPOBAHHYIO B pE3ylIbTaTe OMEpAllMd MEraaHTPOCTOMY CTEPUIHHOW KaHIOMU IS
npombiBanus BUII (ctangapTusnpoBaHHas oCIeONEpalMOHHAS MAHUITYJISIINS ), Yepe3 MPOCBET KOTOPOi
BBOAMUTCS TAaMIIOH M3 BHUCKO3bl C OJHHM MHUHU-HAKOHEYHUKOM M allUIMKATOPOM H3 aTIOMHUHUEBOM

poBOJIOKH JIHHON 135 MM 1o conmpukocHoBeHust co creHkamu BUII (ITatent Ha m3zobperenue PO Ne

RU2794083 ot 11 anpenst 2023 1.).
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[TonoOHbIN KaTaMHECTUYECKUN KOHTPOJIb MPOIAEMOHCTPUPOBAJ, YTO XUPYPTrHUYECKOE JICUECHUE B
60,5% ObUlO CONpSKEHO €O CMEHOM OoJjiee arpecCHBHBIX TI'paMOTPHUIATENbHBIX BO30yIUTENEH
(P.aeruginosa n 1ip.) Ha TPaAMIIOIOKUTENbHYIO Gopy (S.aureus (MSSA) unu S.pneumoniae).

[TomydeHHble B 3TOH YacTH WCCIEIOBAHUS PE3YNbTAThl ACNAIOT OYEBUIAHBIM HEOOXOAMMOCTH
MOHHMTOPHHTAa MUKPOQIIOPHI HE TOJIHKO MHIAYHHUPOBAHHON MOKPOTHI W/WIW 3aHEH CTEHKU TJIOTKH, HO U
OHII, a Takxke MOXET ONpeneisaTh psia  «HHPEKITMOHHO-MUKPOOUOIOTHYECKUX»  TOKa3aHU
PUHOXUPYPTUYECKOTO JICYCHHUS U €ro IeNIeH.

Xupypruueckoe JiedeHrne XpOHHYECKOT0 PUHOCHUHYCHUTA
y aeTeil ¢ MyKOBMCIIHI030M

JanHas yacTb pabOThl HOCWJIA PETPOCIEKTUBHO-TIPOCIIEKTHBHBIN XapakTep M BKIIOYMIIA
225 onepaunii y 186 nereit ¢ MB B nepuon ¢ 2006 no 2023 rr. M3HavyanbHas HEYJTOBIECTBOPEHHOCTh
pe3ynbTaTaMu XUPYpPrUYecKOro JICYEHHUS] B CHJIy YacTOrO0 M PAHHEro PEelMIMBUPOBAHMS XPOHUYECKOIO
THOWHO-TIPOJTYKTUBHOTO BOCIHAJEHHUS W Ha3aJbHOrO IIOJIMIIO3a TpuBEiIa K IepecMoTpy oObema
BMEIIIATENIECTBA M XUPYPTrHUECKOM TEXHMKH. TakuMm oO0Opa3oMm, CTajio BO3MOXHBIM Da3/elIUTh BECh
HAKOIUICHHBIN OITBIT B COOTBETCTBUH C MeTOI[I/IKOfI XUPYPTHUHU HaA ABA 3Tarla. XapaKTepI/ICTI/IKI/I IIaIIMCHTOB B
3aBHCHMOCTH OT 3Talla UCCIIeIOBaHMsI IPUBEICHBI B TaOIHIIE 5.

Tabmuma 5 — O0mas XxapakTepUCTHKA ATAIIOB XUPYyPTUUECKON YaCTH HCCIICIOBAHUS
M BKIIFOYCHHBIX IMTAalTMCHTOB

XapakrepucTuKa Jran 1 Jrtan 2 Bcero
[Tepuon, rosel 2006-2018 2018-2023 2006-2023
MeTtoa Xxupypru4eckoro OHJI0CKOMMYECKast OHJI0CKOMMYECKast
BMEIIATEeIbCTBA MOJIUCUHYCOTOMUSI 10 | TIOJTMCHHYCOTOMMS
CTaHJApPTHON ¢ MOIM(UIPOBAHHON
METOIINKE SHIOCKOIINYECKOU
Stammberger MeTMaTbHON
MaKCUJUTPKTOMHUEN

C TIOJTHBIM YIJICHUEM
CIIM3UCTON 000JIOUKHA
BUII o cobcrBeHHOM

METOIUKE

Yucno onepauuit 64 161 225
Yuciio nanuesTos* 43 143 186
Menuana Bo3pacTta NalMeHTOB, JIET 7,5[5;10,25] 8[6;11] 8 [5;11]
[IpenmecTBytommue 13/30,2% 29/20,3% 42/22,6%
PUHOXUPYPTHYECKUE (8/18,6% / 5/11,6%) | (7/4,9% / 22/15,4%) (15/8,1% /
BMemarenbeTsa B apyrux JIITY, 27/14,5%)

a6c¢./% («OTKPBITBIE)» IO TUITY
Caldwell-Luc, a6c¢./% /
SHIOCKOMHYECKHUe, a0c./%)
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['ennepHoe pacnpeneneHue (M/x), 23/20 79/64 102/84
abc/% (53,5% / 46,5%) (55,2% / 44,8%) (54,8% / 45,2%)
MakcuManbHOE YHCIIO ONepaluil y 4 2 4
OJTHOTO TIAITUEHTA 32 TIEPUOJ]

HaOJIIONEHUS

MuHUMaNIBHBIA MEXOIIEPALIMOHHBII 4 12 4
MIepHoJI, MeC.

«Marbley OCIIOKHEHHS, a0¢/%o 5(7,8%) 7 (4,3%) 12 (5,3%)
«bornpimey ocnoxHeHMs, a0¢/% 0 0 0
MuHUMaIbHBINA EPUOJ] KATAMHE3A, 18 18 18
Mec.

MakcuMalbHbIN EPHOJ] KaTaMHE3a, 203 83 203
Mec.

* meTu, ornepupoBaHHBIC HA | 3Tare ucciaeqoBaHus U TOTPEOOBABIITNE TTIOBTOPHOTO XUPYPTHYECKOTO
BMEINIATENHCTBA HA 2 dTarne, JUIsi ONTUMH3AIUN PACUE€TOB YYUTHIBAIHNCH OT/IENHHO (n=8).

['pymnmbl manveHToB, BOLIEAIINX B JBa 3Tana MCCIEIOBAaHUS, ObLJIM COMOCTaBUMBI IO BO3PACTY U
noxy. Meauana Bo3pacrta Bcex nanueHToB coctaBuia § [5;11] ner. Beimonusiemas Ha 1 sTane uccienoBanus
METOJIMKA YHJOCKOMNYECKOW MOJMCHHYCOTOMHH ObLTAa «KJIACCHYECKOW» M BKIIOYAIA, B COOTBETCTBHUH C
npemnoxkeHHo H. Stammberger TexHUKOH, MOCiIen0BaTeIbHYI0 MEAHAIBHYIO CPEAHIOI KOHXOMIEKCHIO,
nHPYHIUOYT0TOMHIO, (DOPMUPOBAHKE AHTPOCTOMBI B CPEJTHEM HOCOBOM XO0J1€ pa3MepoM oT 8 10 15 MM B
3aBUCHMOCTH OT BO3pacTa peOeHKa, MEePeAHIO U 3aJHIOI0 3TMOWIOTOMHIO (B HAIMPABICHUU «CIIEpPEIn
Ha3a1»), CHEHOTOMHUIO TPAHCAITMOUJAIBHBIM W/WIM TapacenTaATbHBIM JOCTYIIOM B CIIy4ae OTCYTCTBHS
arIa3uy/TUTIONIa3UU KJIMHOBUIHOW TA3yXH U DHJIOCKONMUYECKYo (poHTOTOMHUIO B 0OBbeMe Draf I-Ila B
ClTy4dae OTCYTCTBHSI aryIa3uy/TUIIOTUIa3HUH JIOOHOM Ma3yXHu.

Ha 2 stamne paGotsl 00beM BMemiatenbeTBa B oTHoeHnu BUIL Okt pacimpen 10 6JM3K0# K T.H.
«KOHCepBaTUBHOWIY» MeauanbHOi MakcwumkToMud (MME) I tuna mo Georgalas u Tsounis [Bernal-
Sprekelsen M, 2017], oqHako MpUHIMITHAIBHBIM OTIMYHEM SIBUJIOCH KOHTPOJIHUPYEMOE ITAITHOE YAAICHHE
Bcel cnm3uctor obonouku BUIT enuubivm Omokom (ITarent Ha m3oOperenne PO Ne RU2808665 ot 30

HOs10pst 2023 1.) (puc. 3, 4).



25

@ -® - 3Tanbl OTCNOWKM CAM3UCTOM 060N0HKK

{ ) - meraanTpocroma @

Pucynoxk 3 — Cxema stanoB otcenapoBku ciu3uctoit ooonouku BUII (Ha mpumepe mpasoit BUIT).

Pucynox 4 — lHTpaomnepannoHHas 3HJ0CKOIMYECKasi KApTHHA 3TAIOB OTCENAPOBKU CIU3UCTON 00OJI0UKH
BUII u hopmupoBanus MEraaHTpOCTOMBI (JIEBasi TOJIOBUHA HOCA): (a) MECTO Havasia OTCENapOBKU
CIIM3UCTON 00OJIOUKH Ha YPOBHE TPAHMIIBI 33 JHEH, MEAHATLHON 1 OPOUTAIEHON CTEHOK
(romy6as cTpenka); (0) OumnossspHas KoaryJsius KpaeB aHTPOCTOMBI; (B) OOIIHI BU] TIOJIOCTH
(3anne-menuanbable oTAenasl BUIT); (1) o0muit Bua copMUpOBaHHOM METraaHTPOCTOMBI
(*3amnss crenka BUIL; ** coxpaneHHBIN epeqHui KOHEIl HUYKHEH HOCOBOW PaKOBUHBI).
Busyanuzanus puruaasiM 3H10cKonoM 30°.

Ha BTopoM »sTame mocie BBIPAaOOTKM W BHEAPEHHs CTAaHAAPTH3MPOBAHHOW paJUKaIbHON
XUpyprudeckoit TexHuku B otHomeHnu BUII 6butn Beienensl 2 cyodenoruna MB-XPC:

— (2A) ncenomykomnmonene onnoi uiau obenx BUII (cocrossune BUII, xapakrepnoe mins MB; B
OTIMYUE OT MYKOLeJe/uoleNe, aHATOMUYECKHE IYyTH JApEHaka CHUHyca COXpPaHEHbl, OJIHAKO OHHU
HEIOCTaTOYHbl B CUJIY BBICOKOM BSI3KOCTH CEKpEeTa, 4YTO HIPUBOAMUT K AHAJIOTMYHOM TaKOBOM NpHU
MyKoliene/muorene nedopMannun CTEHOK Ma3yxu, Mpex e Bcero, meauanbHoi) (49 (30,4%) nanueHToB);

— (2b) MOMMNO3HO-THOWHBIA TOJMCUHYCUT (B MOJABIISIONIEM OOJBIIMHCTBE — MAHCUHYCHT),
COTPOBOXKAAIOIINIicA HazaabHbIM Mosnmno3oM [I-1II creneneit mo Johansson (112 (69,6%) nanueHTOB).

Pa3Huna B o0beMe U, ClieI0BaTENbHO, BPEMEHH ONEPATUBHOIO BMEIIATENIBLCTBA IIPH ABYX KIMHHUKO-
pertrenonorunyeckux cyopenorunax MB-XPC (puc. 5) o6ycnaBiauBaeT NpakTHYECKYIO IIEIECO00Pa3HOCTh
UX BBICTICHUS HA OJTale COBMECTHOIO C AHECTE3MOJIOTMYECKOH OpHUragoil mpeaonepardoHHOTO

IJIaHUPOBAHUA.
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Pucynox 5 — AHanu3 BpeMeHH olepaliuy B 3aBUCUMOCTH oT cyodenotuna XPC
(Ha BTOpPOM 3Tane UCCIEOBAHUN).

XapakTepHbIMU [ feTel ¢ MB nHTpaonepalMOHHBIMU HaXOKaMHU SIBUJIMChH: KOCTHAs NECTPYKLUS
MenuanbHOM crenkn opOuTsl (18,2%); HEKPO3 KPIOUKOBUAHOTO OTPOCTKA U Je(PEKT MeIualIn3upOBaHHON
creuku BYIIl ¢ mponabupoBaHueM MONMIIO3HON TKaHM B NIpoekuuu nepenaHeit dourtanemw st (15,1%);
BBIPOKCHHAS] MEIUaIN3alusl U UCTOHYEHUE (TUCTpOo(dHs) CpeIHMX HOCOBBIX PAKOBUH Yy OOJIBIIMHCTBA
HAIMEHTOB.

B 4 ciydasx B CBSI3M C HUIMYUEM COOTBETCTBYIOIIMX KIMHUKO-JIY4Y€EBbIX IOKa3aHUN OJHOMOMEHTHO
C CHUHYyC-Xupyprued OblUla BBIIOJHEHAa OJHIOCKOMHYECKas JaKpPHOLUUCTOPUHOCTOMHS CO CTOMKUM
MOJIOKHUTETHHBIM (PP EKTOM.

B kauecTBe KOHEUHOW TOYKM OLEHKU 3(PQeKTHBHOCTH Xupypruueckoro yeuenuss MB-XPC B
CpaBHUBAEMbIX TIpylmnax Obula KM30paHa KIMHHKO-PEHTI€HOJOTHYECKass MOTPeOHOCTh B PEBHU3MOHHOM
XUPYpruueckoM JiedeHun B TeueHue 18 wmecsueB. Ha mepBom srtane uccnemoBanus 13 (30,2%) us
43 onepupOBaHHBIX MAIIMEHTOB MOTPEOOBAIM MOBTOPHOTO/MOBTOPHBIX XUPYPIHUECKUX BMEIIATENIHCTB B
TedyeHue 18 mecsues u eme 3 pebeHka — B 0ojee OTJaJIEHHbIE CPOKH KaTaMHECTUYECKOTO HAOIIOICHUSL.
MuHuManbHbINA MEXOTIEPAIMOHHBIN IEPUO COCTABUI 4 Mecs11a, 8 MAKCUMAJIBHOE YK CIIO BMENIATENIbCTB 32
cpok HabmoeHus — 4. [TokazaHusAMHU K peBU3HMOHHBIM OIEepaIsM ObLIT BBIPAKEHHBIA PELUINB Ha3aJIbHOTO
nosmmno3a (II-II1 cremenm mo Johanson) co 3HAYMTENBHBIM 3aTPyJHEHUEM HOCOBOTO JIBIXaHWS,
HEKYIIUPYEMBIA C MOMOIIBI0O KOHCEPBATUBHOM TEpalluy aKTHBHBIM THOWHBIN IIPOLIECC B IIOJIOCTU HOCA U
OHII ¢ comyTCTBYIOIIMMH YaCThIMU OpPOHXO-JIETOYHBIMU O0OCTPEHUSAMH, a TAaKXKe pa3BUTHE Mpolecca Ha
paHee HWHTAaKTHOM  KOHTpajlarepaibHOW cTopoHe. Ha BTopoM »dTame 1mocie  BBIPaOOTKH
CTaHJapTU3UPOBAHHOTO XUPYPTUUYECKOrO0 MPOTOKOJIA M YBEIMYEHHUS PaJUKaIbHOCTH BMEIATENbCTBA Ha

BUII oTmedeHO TpexKpaTHOE CHI)KEHHE IMOKazarelisl MOTPeOHOCTH B MOBTOPHBIX BMEUIATENHCTBAaX B
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teyenue 18 mecsen 10 10,4%. [Ipu 3ToM Bce peBU3MOHHBIE BMEIIATEILCTBA ObLITN MPOBEACHBI B CPOKH HE
MeHee 12 Mecs1eB C MOMEHTA MEPBUYHOM ONepalyu, a MAKCUMaJIbHOE YUCIIO ONepalfii COCTaBUIIO 2.

Takum oOpa3oMm, CpaBHEHHE MOTPEOHOCTH B PEBU3MOHHOM XHMPYpPrUU y MAIMEHTOB,
IPOOIIEPUPOBAHHBIX HA JIBYX ATarax HCCIEeIOBaHUS MOKA3ald JOCTOBEPHOCTH paznuuuii (p<0,001), T.e.
60Jb11yI0 3 (HEKTUBHOCTD MPEAJIOKEHHON METOIUKH XUpyprudeckoro yieuenus MB-XPC.

[Tpu nuHaMUYEeCKOM HAOJIOIEHUH MAIlMEHTOB B OTJIAJICHHOM MOCJIEONepallMOHHOM MEPUO/JIE, B T.4.
¢ nomotpto KT OHII, ob6paTtuna Ha ceOst BHUMaHKE MPOTPECcCHs penapaTHBHOIO OCTEOreHe3a BIIOTh 710
NOJHOM KocTHOM obaurepannu BUII (puc. 6). 3to siBineHue 6p110 0TMEUYEHO Y 26,6% NanueHToB, KOTOPHIM
JIOCTOBEPHO YAAJIOCh MOJTHOCTBIO YAAIUTh BCIO CIM3HUCTYIO0 o6onouky BUII mo nmpemiokeHHON METOAMKE.
[TomoOHBII TN pemapanvy MOXKHO CBsI3aTh C BBIPAXEHHON NEPUOCTATILHOW peaknued Ha ¢GoHe

XPOHHUYECKOTI'0 BOCIIAJICHNUs, & TAK)KE ONIEPALIMOHHON TpaBMOM HaakocTHUILI BUIL

N

Pucynok 6 — KT-kapTuHa nocieonepaioHHoi KOCTHOM obnutepaunu nesoit BUIl y nanuenta c MB
8 net: (a) mpegonepanuonnas KT-kapTunHa (akcuanbHas mpoekius); (6) mocieoneparmonnas KT-kaptuna
(axcuanbHas npoekuus; npasas BUII aspupoBana, MeraaHTpocToMa COCTOSITENIbHA, AHAJIOTUYHbBIE
SIBJICHHSI HEOOCTeOTeHe3a B 3aHei crenke BUIT)

C yuerom npoaemoHcTpupoBaHHOi panee ponm OHII kak pesepByapa MHKpOOHOH (opbl U
HMCTOYHHMKA HUCXOs1eH KoHTamuHanuu, a BUII — kak kmoueBoit B pazsutun MB-XPC u Haubosbiei mo
00beMy, HCXOJ XHUPYPrHMUECKOIOo JIEYEHUS B BUJE HMX OOJUTEpallid MpPEJCTaBIsieTCs MaKCHMAallbHO
OJIaroNpUATHBIM C TOYKHU 3PSHHsSI YCTPAHEHUS CaMOT0 pe3epByapa.

W3 225 omepaTWBHBIX BMEUIATEIbCTB HU TMPH OJHOM HE Pa3BUIIMCH «OOJBIIUE» OCIOKHEHUS
(moBpexeHre BHYTPEHHEH COHHOM apTepHuH, 3pUTEIBLHOTO HEpBa, JUKBOpes/HelpouHdekius). CaMmbiM
YacThIM OCJIOXKHEHHEM ObUIM KPOBOTEUYEHHsI/TIOBBIIICHHAs WHTPAaOIepalioHHasi KpOBOTOUUBOCTh. [1noxo
KOHTPOJIMPYEMOE WHTPAOTICPAIMOHHOE KPOBOTECUCHHE OBLIO 3aperHCTPHPOBAHO KaK OCIIOKHEHHE B 12

(5,3%) cnyuasx: 5 (7,8%) Ha mepBom 3tane uccrnenoanus u 7 (4,3%) — Ha BTOpOM.
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Enunuunble myOauKanuy Ha 3Ty TeMY U COOCTBEHHBII OIBIT HATOJIKHYJIU HA THIIOTE3Y O HATMYUH
HEKOTOPOM CTEMEeHU KoaryJionaTuu (HECMOTpsl Ha HOpMaJlbHbIe MHTETpaJibHbIEe MOKa3aTelld reMocTasa) Ha
¢doHe BepOATHOrO CyOKIMHHUYECKOTo nepuiuTa BUTaMUH-K-3aBUCHMBIX (D)aKTOPOB CBEPTHIBAHHS KPOBHU.
Henocrarox Butamuna K y narimentos ¢ MB cBS3BIBAIOT ¢ HApYIIEHWEM BCAaChIBaHUS Ha (poHE MMeroeiics
MAaHKPEaTHYeCKOM  HEJOCTaTOYHOCTU. ITO  MPEANOJOKEHHUE 3aCTaBUIIO  BKIIOYUTH B  CXEMY
MPEIONEPAMOHHON TMOATOTOBKM BHYTPHUMBIIIEYHOE BBEICHUE MEHAJAWMOHA B TeueHue 3-4 nHed u
IMIUpHYECKUEe  HaOmroneHuss  moATrBepauian  ero  3ddexkruBHocth.  ns  00BEKTHBH3ALMU
NpopMIAKTUYECKOTO B OTHOIICHWM TIOBBIIICHHON WHTPAONEPAMOHHON KPOBOTOUYMBOCTH 3(ddekra
MEHaJIMOHa MBI 3a)UKCHUPOBAIIN 00BEM KPOBOIIOTEPH BO BpeMs 92 omeparuid, u3 KOTOPBIX B 82 mpernapar
MpeaonepaMoHHO BBoAWICS, a B 10 ciydasx — HeT. MeaumaHa HMHTPAONEPALMOHHON KPOBOIIOTEPHU
cocraBuna 3,17 [2,24;4,60] mn/kr. Ilpu 5TOM y MalMEHTOB, TOTYYUBIINX MEHAIUOH, IOKa3aTeib
cootBercTBoBai 3,01 [2,13;4,07] mu/kr, a B oTCyTCTBUM Tepamuu — 7,61 [6,42;9;02] (»<0,001). Ha pucynke
7 BUIHO, 4TO 00BbEM KPOBOTEUEHHS Y OOJBIIMHCTBA MAI[MEHTOB, KOTOPHIM IPEIONEPAlMOHHAs TEPANUs
MEHAJIMOHOM TIpOBecHa He Obla (0003HAYEHBI KPACHBIM), HAXOJIUTCS 3a TpeIesiaMy TPETheTrO KBapTUIISA
(Q3) mnK COOTBETCTBYET «CTATHCTHYECKUM BBIOpOCAM).

Ha ocHoBaHMM MpeicTaBICHHBIX UCCIICIOBAHUH U OMBITa HAMH OBLITH C(HOPMYITMPOBAHBI ITOKA3aHUS

U 11e51 Xupypruueckoro jeueHuss MB-XPC.

9,00-

o

=)

S
v

KpoBONoTepsi, MN/Kr

5.

3,00-

Pucynox 7 — Pacnipenenenue o0beMa HHTpaOIepalluOHHON KPOBOMIOTEPH (KPAaCHBIMH
«Iy3bIpbKaMI» 0003HAYECHBI CIydau, B KOTOPHIX HE BBOAMJICS MEHA/IUOH).

Ilokazanus:

1. TlonmHasi/BeIpakeHHasi HaszalbHAsh OOCTPYKIMS 3a CUYET TMOJIMIO03a WIM MeAHaTu3alun
JaTepajJbHON CTEHKU MOJOCTH HOoca Ha (oHe MB.

2. HesddextuBHOCTH KOHCEPBATHBHOTO KYIMHUPOBAHUS THONWHO-BOCIAJIUTEIBHOTO IIpoIecca B

OHII.
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3. PeumnmuBupytomiee BbIICICHUE KIMHUYECKH 3Ha4uMOi ¢uiopsl (P.aeruginosa u 1p.) U3 HIDKHHX
JBIXaTeNbHBIX ~ MyTeW  T1Ocie  JOCTWKEHUS  JJIMMUHAIUMM, KOHCTaTUPOBAHHOM MO  JaHHBIM
MHUKPOOHOJIOTUYECKOTO HCCIEIOBAHNS MOKPOTHI MJIH IITyOOKOT0 OpodapuHTeanbHOTO Ma3Ka (BEpOsSTHOE
«ayropenHdupoanuey ¢iopoi, nepcuctupyromeit B OHII).

4. KoctHas nmectpykiusa (3a UCKiIrodeHHEeM MeauanbHOM creHku BUII, koTopas oTrmedaercs y
OOJILIITMHCTBA MAIIMEHTOB)

5. Hapymenne  npoxoAMMOCTHM  CIE3HBIX  INYT€M €  COOTBETCTBYIOLIEH  KIIMHHUKO-
PEHTIE€HOJIOTMYECKOU KapTUHOU

Lenu xupypeuuecxozo neuenusi:

1. BoccTaHoOBIEHHE HOCOBOI'O IbIXaHUS.

2. VYMeHbIIEHHME HUCXOAAUICH KOHTAMUHAIIMKM HIDKHUX JIBIXaTENbHBIX MyTeH W pUCKa HX
ayToper(pUIUPOBAHUS KIMHUYECKHA 3HAYMMOM OakTepuanbHON (Iopoil.

3. Co3gaHue MyTH JOCTaBKU MHTAISILIMOHHBIX IIPENapaToB.

4. OOecrieyeHUE  BO3MOXXHOCTH  CaHAIMU/KOHTpOJIA  THOWHOro mpomecca B OHII
(MHCTpYMEHTaNbHASI UPPUTALHS, TIPOMBIBAHHUE METOJIOM MEPEMELIEHUS )KUIKOCTH 110 Proetz).

5. Cozpanue mytu Mmonutopunra ¢uopsl OHIT uepe3 MmakcuManbHO pacmrpeHHbie coyctbs BUIL
(marenT Ha u3ooOperenue PO No2794083 ot 11 anpens 2023 r.).

6. YMmeHblieHHEe o0BeMa «pe3epByapa» MHUKPOOHOH (IOpBl 3a CcYeT KOCTHO-(PUOPO3HOU
obmureparuu BUII.

7. Co3gaHue IyTH OTTOKA CJE3bI IIPU HETPOXOIAUMOCTH CJIE3HBIX IIyTEH.

ITaTomopgoaoruyeckasi XapakTepucTHKAa MYKOBHCIHI03-2CCOLIMMPOBAHHOI0
XPOHMYECKOT0 PUHOCHHYCHTA

Ob6o3nauenne MB-XPC xak otaensHoro ¢enoruna mnopaxenus OHII u ero ocoOblii maroreHes
MPEIOaraloT BEPOSTHOCTh HATUYUS OTIMYUTEIbHBIX YepT MaToMOp(OIOrHuecKoil KapTUHBI CIU3UCTON
oOomouku. JIAs WX BBIBICHUA MPEANPUHATO MNAaTOMOPQOJIOTHYECKOE H3YUYEHHE IMpernaparos
OTIEPAIMOHHOTO Marepualia B cOOCTBEHHON BbIOOpke OonbHBIX ¢ MB (n=97; Bo3pact 8 [6;11] ner) —
OCHOBHAsl TpyIIa, B CPaBHCHHH C MAarepUaJiOM, IMOJYYEHHBIM OT JeTel ¢ «HUIUOTMATUISCKUM)»
nBycTopoHHUM (auddy3HbIM) nonuno3HbeiM puHocuaycuToM (ITPC) 6e3 MB (n=29; Bo3pact 13 [12;14]
JIET), Y KOTOPBHIX OBUIM HMCKIIIOYEHBI WHBIE crernudpuyueckue nmpuduHbl pazButus XPC nmommmo MB —

KOHTpPOJIbHAS TPYMIa. BeIABICHHbBIE pa3nuyus MPeCTaBICHBI B TA0IUIE 6.
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Tabnuna 6 — Pe3ynbrarsl cpaBHEHHUS MaTOMOP(HOIOTHYECKON KAPTUHBI CIIM3UCTON 000JI0YKH
u noauno3Hou Tkanu OHII y manuentosB ¢ MB u ¢ uanonarnueckum asycroponum [1PC.

ITatomopdoJiornyeckue XapakTepUCTUKU I'pynna JdocToBepHOCTH
OcHoBHast Kontpoabnas pasan4uii, p
(MB) I1pC)
aoc. (%) aoc. (%)

KHCTBI XKeJle3 62 (63,9%) 7 (24,1%) p=0,001
WHTPASUTENNATEHBIE MUKPOAOCIIECCHI 54 (55,7%) 5 (17,2%) p<0,001
MHTPa’IUTEINAIbHBIE MUKPOKHUCTBI 74 (76,3%) 6 (20,7%) < 0,001
TUIOTHOCTH BOCHATHTEILHOM caabas 44 (45,4%) 14 (48,3%)
S —— yMepeHHast 46 (47,4%) 6 (20,7%) p<0,001

BBIPA)KCHHAS 7 (7,2%) 9 (31,0%)

Tunmuaeivu 11t MB  matroMopdoorndeckuMu  XapaKTepUCTUKAMHU  TTOJUIIO3HO HM3MEHEHHOM

CIIM3UCTON 000JI0YKH OKA3aIMCh HATMYNE HHTPAITUTEIIHAIBHBIX MUKPOKHCT U MUKpoaOcIieccoB (puc. 8).

Pucynox 8 — @parmMeHTsl MUKponpenapaToB ciuzuctoi odonouku/nonuna OHII ot nanuenta ¢ MB:
B THIIEPIIIA3UPOBAHHOM PECIIUPATOPHOM SIMUTEINN BU3YATU3UPYIOTCS MHOKECTBEHHBIE
HUHTPAdUTEINAIbHBIE MUKPOKUCTHI (YKa3aHbl TOIYOBIMU CTPEJIKAMU) U HHTPASIUTENNATbHbIC
MHUKpoaOcIecchl (yKa3aHbl KpaCHBIMH cTpenkaMu). OKpacka reMaTOKCHIIMHOM U 03WHOM.

(a, 6 — YB. x200; B — YB. x400).

AHanu3 BBIPAKEHHOCTH BOCHAJIMTENbHOM WHOWIBTPAIlMM YyKa3blBaeT Ha IMpeoliiafjaHue ee
YMEpEHHOM cTereHu B rpynne nanueHtoB ¢ MB (47,4%), B To BpeMs Kak B TpyIe CPAaBHEHHS Yalle
BcTpevanack crnabdast (48,3%) u BeipaxkenHas (31%) crenenu. Bo3aM0OXXHO, 3TO yKa3bIBaeT HA Pa3HOPOIHOCTh
¢enorumnoB [IPC, BKIIOYEHHBIX B KOHTPOJIbBHYIO TPYIIy. YUHUTHIBasA, YTO ciabas U yMepeHHas CTENeHU
BOCHAIUTEIbHOW HHPMIBTPALUNA OTMEUEHBI B ITOJIABIISIONIEM OOIBIIMHCTBE 00pa3lloB TKAaHH OT MAllUEHTOB
¢ MB (cymmapao 92,8%), MOXHO AymMarb O HEKOTOPOH «CAEPNKAHHOCTU» HMMYHHOTO OTBETa Ha
BBIPKEHHYIO OaKTEepHaIbHYI0 KOHTaMHHAIUIO, cBoiicTBeHHYI0 MB-XPC.

[Ipu cpaBHUTENHPHOM aHalW3€ IMOKa3arelel »03uHOGUIBLHO-HeHTpoduIpHOTO MHACKCAa (DHU)
BBISIBJICHO, 4TO rpymnma narueHToB ¢ MB (OHU=1[1;1]) 3HauumMo oTiam4anach OT KOHTPOJBbHON TPYIIIbI
(BHU=4[1;12]), p<0,001. B pesynsrare ROC-anammza uyBctBUTenbHOCTH DOHW B oTHOmEeHuu MB

cocrasmia 62,1%, cnerupuanocts — 90,7%.
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['mnore3sl 0 3aBUCMMOCTH NAaTOMOP(OJIOTHUYECKUX HM3MEHEHMH, B YacTHOCTU (hopMHUpOBaHUS
MHTPAdIUTENNATBHBIX MUKPOAOCIIECCOB, OT BHJIOBOTO COCTaBa OakTepuaabHOM (DIOpHI, a TaKKe CTENEHU
MOP(}OIIOTHUECKUX U3MEHEHUH OT reHeTHuecKnX BapuanToB CF TR HE MONTBEPIUIHCH.

CuHTe3 pe3yiabTaroB, MOMYYEHHBIX B XOA€ SIUICMHOIOTHYECKOW, MHKPOOHOIOTHYECKOM,
PEHTIEeHOJIOTUYECKOH, MaTOMOP(OIOTHUYECKOH M XUPYPTUUECKOHW YacTed WCCIICNOBaHUS TTO3BOJIHII

c(hopMHpOBaTh IEJTOCTHOE CY)KJICHHE O TTaToreHe3e u dTanHocTu pazsutust MB-XPC (puc. 9).

‘ DNedekT B reHe CFTR ‘

|

HapyweHnwne
TpaHcmembpaHHoro
TpaHcnopTa MOHOB
yepes CFTR-kaHan

pecnvpaTopHOro
aNMTENKUA
l PacwwupeHwe
HapyweHue MNMoebiwexne npoTokKoB kenes/
h q
aopeHuposaHua BUM BA3KOCTK CEKpeTa dopmupoBaHue
KUCT Henes
WckpuenerHue FrTT— v
NeperopoiKK Hoca gefirs
Pemopennposanune BropuuHoe ®opmuposaHme
BYN [ f— HaKkTepWaneHoe el {HTP@3MNUTEAMANBHBIX
(nceBpgomykonmovene) MHpKUUMpOBaHWe mukpoabecueccos
AcenTUyeckui 4
OCTEOHEKPO3 ST ‘
Mporpeccua
MoAWNo3HO-THOMHbINA < HeWTPodUILHO-
NOAMCUHYCHUT 303MHOdKUNbHOTO
e mm e m
! BOCNANeHUa

- —— -
—_—————

Hucxogawas koHTamuHauma (MHGMuMpoBaHue)/«ayTope MHPHULMpPOBaHUE »
HUKHMX ObIXaTeNbHbIX NyTe#

Pucynok 9 — Cxema naroresnesa u stanHoctu pa3sutus MB-XPC.

dpdextuBHoctb Tepanuun CFTR-Moay/siTopaMm B OTHOIIEHMH MYKOBHCIHMI03-2CCONMUPOBAHHOTO
XPOHUYECKOT0 PUHOCHHYCHTA

C 2021 r. B Poccun BHenpeHa TapreTHas Tepanus MB u B paMkax nuccepTaliuOHHON paboThI ObLT
IIPOAHAIM3UPOBAH NEPBbI 0TeuecTBEHHBIN onbIT NpuMeHeHuss CFTR-MonymnsTopos.
Hns onenku ux s>¢pdexruBHocTH B OTHOIIEHMH TeueHus MB-XPC Obumn copMmupoBaHbl TpU

TPYIIIbI A7l HOTIAPHOTO CPABHEHUS:
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I  (ELX/TEZ/IVA) —  npetn, TMOJy4yalollue  «TPOWHYIO»  TapreTHYH0  TEparurio
(anmekcakadroptresakadToptuBakadrop) (n=15; cpeanuit Bo3pact 11+3,2 ner); II (IVA/LUM) — netn,
NOJYYalOlNe «IBOMHYIO» TapreTHyro Tepanuio (uBakadrop+iaymakadrop) (n=10; cpemnuii Bo3pact
7,0+£3,4 ner); III (KonTponb) — KOHTposbHas rpymnma Jereid, He noiyvatoumx Tepanuio CFTR-
monynstopamu (n=11; cpenuuii Bo3pact 7,3+3,6 sner). CpaBauBanuck napsl rpyni [ (ELX/TEZ/IVA) u 111
(Kontpomns), IT (IVA/LUM) u III (KouTpos).

VYcnoBusMH BKITIOUEHHUS B PETPOCHEKTHBHOE HMCCIIEOBAaHUE JUIsI OOEMX Map Tpynn ObUIM Halu4ue
pe3ynsraroB MCKT OHII o crapra Tepanuu v B TMHAMUKE MOCIIE €€ Hayaja, a Juisl KOHTPOJIbHOM TPYIIIbI
— BemoniHeHne mapHbix MCKT (¢ yuerom cpoka Mexay uccienoBaHusiMu (BpeMeHHble Touku 0 u 1);
OTCYTCTBHE B aHamHe3e onepaTuBHbIX BmemmareabcTB Ha OHIL. JIns OCHOBHBIX TpyI OLIEHUWBAIACH
JMHAMUKA YPOBHS MPOBOIMMOCTH MOTa KaK OCHOBHOTO Mapkepa (yHKIIMOHHUPOBAHHUS XJIOPHOTO KaHaja,
HapylieHue paboThl KOTOPOro JEKHT B OCHOBe maroreHe3a MB. Pesymbraret MCKT ornenuBanuch mo
cucremam LMS nu mLMS. I'pyninsl cpaBHEHUS ObUIH COTIOCTaBUMBI 110 BO3pacTy, MHUIMaIbHOoH KT-kapTrne
u BpeMeHu, npomeamemy mexay nepsuuHoit MCKT OHIT (KTO) u moBropHoi#t xorTponbpHOi (KT1).
CpenHuil CpoK MEXAy CTapTOM TApreTHOW TEepanvu y MAalMeHTOB OCHOBHOW TPYNIIBI M BBIMOJHEHUEM
xoHTposnpHOM MCKT OHII (KT1) cocraBun 7,6+3,0 mec. B rpymnme nanueHTOB, MOITYYaroIUX
ELX/TEZ/IVA, noctoBepHas MOJOKHUTENbHAS JHHAMUKA MMOTy4YeHa Kak 1o cymme 6amtoB LMS (p=0,001)
u mLMS (p=0,001), Tak 1 ©30JIUPOBAHHO B OTHOIIIEHUH BCEX TPYIIT aHATOMUYECKHUX 3IeMeHTOB. [Tpumep

nuHamuku KT-kaptunael OHII npencrasnen Ha pucynke 10.

Pucynok 10 — MCKT OHII maimenta ¢ MB 11 net (rerotun F508del/CFTRdele 2,3) no (a-B, 20 6amios
no LMS) u uepe3 10 mecsueB nocine crapra (r-e, 3 6amia mo LMS) tepanuu npenaparom ELX/TEZ/IVA.
[Mpoexmuu: a,r — KOpoHapHasi; 0,1 — akCHaIbHAas; B,& — CATUTTAJIbHASL.
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Bbul OTMEYEeH SIBHBIM TapajuIeTu3M MEXKJy CHIDKCHHEM I10Ka3aTeliss MPOBOAMMOCTH TOTa (C
115,0£8,1 no 60,0+20,3; p<0,001) u uncmom 6amnoB mo LMS (c 15,6+4,5 no 2,1£3,0; p=0,001) ¢ 6onee

«pe3ko Hucxomsmein» nuHamukoi KT-kapruast OHIT (puc. 11).

120,0 115,0

YpoBeHb NPOBOAWMOCTH NOTa, MMONb/N

19rreg ‘(SIN1) AeYoBN-PUNT BIrEHM OU BYHANQO

[o cTapTa TapreTHoii Tepanuu Ha doHe TapreTHoi Tepanun

MNoToskiiA TecT = LMS

Pucynok 11 — CpaBHurenbHas [uHaMuKa HopManu3anuu naesmatuzanuu OHIT
no nanHeiM KT 1 moka3zaTens mpoBOAMMOCTH oTa y manueHToB | rpymnmsl Ha GoHe
TapretHoi Tepanuu npenaparom ELX/TEZ/IVA.

B ornuume ot tepanum komOunammedn ELX/TEZ/IVA, neuenue mnpemaparom IVA/LUM nHa
AQHAJIOTUYHOM OTPE3KE BPEMEHH HE TIPUBOINIIO K YIIYUIICHHUIO COCTOSIHUS Kak oTaenbHbIX rpynn OHII, tak
W UHTErpalibHOM oueHku 1o LMS. OrmedeHO HEKOTOpOE YXYIUIEHHE, KOTOPOE€ HE AOCTUTAIO
CTaTHCTUYECKOM 3HaUnMMOCTH (orieHka mo LMS 3a 9,3+3,6 mec. yxyammunach ¢ 12,343,6 no 12,9+3,7 6anmnos
(p=0,750)), uyTO OBUIO COMOCTABUMO C IMOKAa3aTENIMH KOHTPOJIBbHOU rpymnmbl. [Ipu 3TOM KOHCTaTHpOBaHA
pasHOHampaBieHHass AuHamMuKa cocTossHuss OHIT u T7aBHOTO MAaTOreHeTHYeCKOro ToKas3arens —

MPOBOJIMMOCTH TI0Ta, KOTOPBIA cHM3mics ¢ 121,3+12,6 no 94,3+23,3 (p=0,017).

Cocrtosinue ciyxa y aereil ¢ MyKOBHCIH/I030M

Jlnst BceCTOpOHHEH OIIEHKHM COCTOSIHUSI CIIYXOBOW (yHKIMU y nereid ¢ MB Obuto mpeampuHsTo
HECKOJIBKO 3TaloB HCCIIEJIOBAHUS C OIpPEAEJICHHEM PaCIHpPOCTPAHEHHOCTH CIYXOBBIX HApYIICHHH, HUX
CTPYKTYpbI, aHATOMHUYECKOTO U TEHETHYECKOTro CyOcTpara.

B pamkax oHiallH aHKETUPOBaHUS poauTenei/mpencrasurenein aereii ¢ MB (n=503) Obutn
MOJIy4YeHbl OTBETHl O HAJIMYMU CYOBEKTHUBHBIX kaloO Ha cHibkeHue ciyxa (17,6%), o mpoBeneHuu B
aHaMHe3€ CYpIOJOTHYECKOro o0cCieJoBaHMs (32 HUCKIIOYEHHEM HEOHATAIbHOTO ayIuOJIOTHYECKOro
ckpuHuHTa) (18,6%) M yKa3zaHHs Ha CUCTEMHYIO TEpaIui0 OTOTOKCUYHBIMH mpenaparamu (18,5%). Ipu
3TOM W3 MAIMEHTOB, MOJIYYaBIINX NapeHTEPATbHYIO TEPANHI0 aMUHOTJIMKO3UIAMHU, UCCIIEOBAaHUE CITyXa

ObU10 TIpoBeneHo B 15,2% cnyuaeB. ComnocTaBuMble 3HAYEHHUSI OXBaTa JAMArHOCTUKON TYrOYXOCTH CpPeIu
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Bcex nanueHToB (18,6%) u OGOIBHBIX, KOTOPHIM MPOBOAMIACH TEpaNus OTOTOKCHYHBIMH Ipenaparamu,
CBUJIETEILCTBYIOT 00 OTCYTCTBUU HACTOPOXXEHHOCTH B OTHOIIEHWHU PUCKA PA3BUTHS aMUHOTJIMKO3UIHOMN
ceHconeBpanibHoi Tyroyxoctu (CHT). Ponmurenu/mpencraBurenu Toibko 9% oOcienoBaHHBIX eTeit
COOOUIMITN O MOATBEPKACHUHU TYTOyXOCTH: Y | peOGeHKa BbIsBI€HA KOHIYKTHUBHASA Tyroyxoctb, y 2 — CHT
(ITI crenenn), y 1 — cmemanHasi, a B 4 ciaydasx PeCrOHJICHTHI HE CMOTJIM YKa3aTh TUII CHIDKEHHUS CITyXa.

B pamkax ciemyromiero 3Tana padboThl CypaoJiorudecku 0buto oocnenoBano 136 mamuentoB ¢ MB
B Bo3pacte oT 3 1o 17 net (9,4+3,9 net). IIlpoBoaunuce TonanbHas noporosas aynuomerpus (TITIA) (neTsam
C JOJDKHOW CTemeHblo Koomepanuu, n=126), akyctuueckas umnenancomerpusi (AM), perucrpauus
3a/iepKaHHOM BBI3BAHHOW OTOaKycTrueckoi smuccun (3BOAD).

B pesynbrate AU u3 136 namnuentoB (272 yxa) B 90% ciydaeB ObLI 3aperucTpUpPOBAH THUIT «A»
TUMITaHOTpaMMBlI (110 Jerger) ¢ moporaMu pedieKCOB CTPEMEHHOM MBIIIIBI HA UIICH- U KOHTPaIaTepabHbIX
croponax B mpeaenax 80-90 nb; B 4,4% — TummanorpamMma THmna «A», OZHAKO pedeKChl CTpeMEHHOU
MBIIIIIBI 3apETUCTPUPOBAHBI He ObUIH (B MOCHEAYIOIEM TONbKo y 2 aereit (4 yxa) uz 7 (12 ymeit) 6buta
3apeructpupoBana CHT 1 crenenn); B 4,4% — Ttumnanorpamma tuna «C» u aumb B 1,5% ciydaeB —
TUMITaHOTpamma Ttuna «By» (4 manuenTta, cpeu KOTOPhIX Y 3 UMeNT MECTO OHOCTOPOHHHM SKCCYTaTHBHBIN
oTuT, a'y 1 — BpoxkaeHHas xonecrearoma). [lo nanuaeim TIIA, y 5 (4%) naruenToB ¢ MB nuarnoctupoBaHa
KOHAYKTHBHAsl TYroyxOCTb: Yy OJHOIO IAllMEHTa C BPOXAEHHON XOJECTeaTOMOW U OJHOIO C
OJIHOCTOPOHHUM 3KCCYJATHUBHBIM CPEJHUM OTUTOM — OJHOCTOPOHHSS KOHAYKTHUBHasg Tyroyxocth Il
CTENeHH; y 3 MallMeHTOB C KCCYJAaTUBHBIM CPEIHUM OTHUTOM U AUCPYHKLIHEH CIyXOBBIX TPYO (C yueTom
JAHHBIX UX TUMIIAHOTPAaMM) — KOHAYKTHBHAs TyroyXxocTh | cternenu (y IBOMX — OJJHOCTOPOHHSIS, Y OTHOTO
— ABYCTOPOHH:Is). Y 2 manueHToB KoHcTtaTupoBaHa ABycTopoHHAs CHT I crenenu. B 0o6oux ciydasx oHa
ObLy1a BIIEpBbBIE BBISBIICHA U CTajla IMarHOCTUYECKOM Haxoakoi. [IpumMedareabHO, 4TO CHCTEMHYIO TEPAIHIO
amuHoruko3uaamu (ot 1 no 4 kypcos) nonyyanu 20 nereit (14,7%) B maHHO# BbIOOpKE, OJHAKO 00a
narenta ¢ CHT He umenu ykazanust Ha mofo6Hoe jeueHne B anamHese. 3BAOD Obuta 3aperucTprupoBana
¢ obeux ctopoH y 114 (83,8%) maruentoB. Y 10 (7,4%) nmanueHToOB HE yAan0Ch 3aperUCTPHPOBATH OTBET €
onHoi1 cToponsl, y 12 (8,8%) — ¢ obeux. B uncno nerelt, y koropeix 3BOAD 3apeructpupoBana He Oblia,
BOIIJIM MaeHThl ¢ AuarHoctupoBanHoi CHT u skccynaTMBHBIMM CPEHUMH OTUTAMH, OJTHAKO OCTaJIOCh
11 manueHToB, ¢ TUMIAHOTPAMMOM THIA A W HOPMaJbHBIMU TOporaMu ciyxa. Cpean HUX ObLT JumIb 1
peOeHOK ¢ aHAaMHE30M CHCTEMHOM aHTHOAKTEepUaIbHOM Teparuu aMUHOTIIMKO3UAMU.

AHaTOMHUYECKOE COCTOSTHUE TIOJIOCTEH CpeaHero yxa B Xojie ananmza apxuBa KT Obu10 Oo1ieHeHo y
184 nmereit ¢ MB (368 Bucounsix kocteil). HecmoTps, Ha BeIpakeHHOE MH(EKIIMOHHO-BOCTIAIUTEIHLHOE
nopaxenue noinoctd Hoca, OHII, 3auacTyr0 — HOCOIVIOTKH, IHEBMAaTH3allMs BCEX BO3JyXOHOCHBIX

MOJIOCTEH CpelHero yxa OKa3anach HOpMalibHOU ¢ obeux ctopoH y 172 u3 184 manumentos (93,5%). U3
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OCTaBIIMUXCS 12 yenoBeK 8 UMENN OJJHOCTOPOHHEE HApYIICHHE MTHEBMATU3AallUH MTOJIOCTEN CpeIHero yxa, 4
— JABYCTOpOHHee. Y OOJBIIMHCTBA MAalMEHTOB OBbLIO OTMEYEHO YAaCTUYHOE 3aTEMHEHHUE TeX WM HMHBIX
OTJIEJIOB CPEAHET0 yXa 3a CUeT cyOcTpaTa MATKOTKaHHOW/ KU IKOCTHOM TNIOTHOCTH. Takum o0pas3oM, u3 368
OIICHCHHBIX BUCOUYHBIX KOCTEH HOpMalibHas ITHeBMaTHU3aIus umesna Mecto B 350 (95,1%). DToT mokazarenb
OKa3aJICs 3HAYMTENBHO BBILIE OKHUJIAEMOIO U €Ile pa3 MOATBEPAWI MapaJOKCAIbHO BBICOKYIO CTEIECHb
COXpPaHHOCTH (DYHKIIMH CIIYXOBBIX TPYO M BEHTHWIALMH TOJIOCTEH cpemHero yxa y nereid ¢ MB. Ornenka
TUTMA THEBMATH3allMd BUCOYHBIX KOCTEH TMOKa3aia 3HAYuTeNbHOE mpeobnamanue (322/87,5%)
ITHEBMaTUYECKOI0 TUIIA CTPOEHMSI COCLIEBUAHOIO OTPOCTKA.

[IpoBenen mouck u reHermueckux nperepmuHanT CHT (momumopdusma rena 125 rRNA
mutoxoHapuansHoi JIHK, ¢ KOTOphIM CONpsi’KeH pUCK OTOTOKCUMYHOCTH AMUHOTJIMKO3UAO0B, U MyTalluu B
reie GJB2 wa jpnuHHOM Iuiede 13 XpoMOCOMBI — caMOM 4acTOM MPUYMHBI T.H. HACJIEICTBEHHOMU
HecunapomanbHoit CHT) y 215 neteii ¢ MB B cpaBHEeHHU ¢ KOHTPOJIbHOI Tpynmoi (n=209). MosekymspHo-
TeHETUYECKOE UCCIIC0BAHNE BBISIBUIIO OJUH CIy4aid Te€TepO3UroTHOr0 HOCUTENbCTBa MyTanuu c.35delG B
rene GJB2 y nmaiueHTa KOHTpOJbHOU rpymnmnbl. B rpynne nanuerToB ¢ MB MyTanuu B reHe KOHHEKCUHA 26
obHapy>xeHbl He OblTH. Hu otHO#M MyTaruu A1555G B 06enx rpymnmax BeIsIBICHO He ObUT0. Takum oOpazom,
BeposATHOCTh MyTauuu A1555G B rene /2S5 rRNA Owina onenena xak 0% (AU: 0%-0,87%) npu p=0,05.
Yacrora HOocuTenbcTBa oqHON MyTaruu ¢.35delG B rene GJB2 B o61eit BeiOopke cocrasmia 0,23% (AU:
0,06%-0,87%) ipu p=0,05. To ecTb, OpUEHTUPYSICh Ha BEPXHUE IPAHULIBI JOBEPUTEIBHOIO HHTEPBaa, 00e
MyTaIlid MOTYT BCTPEYAThCS 3HAYMTENIBHO pexe, yeM | HocuTenbcTBO Ha 100 GONBHBIX ()1 MyTamuu
¢.35delG B rene GJB2 3T0 BepOATHOCTh I'€TEPO3UTOTHOIO HOCUTENBCTBA). B rpynne mauuentoB ¢ MB He
OoTMeUeH 0oJiee BBICOKUU PHUCK HOCHUTEIHCTBA MCKOMBIX MATOTEHHBIX BAapUAHTOB I'€HOB, YTO TO3BOJSET
TOBOPUTH O COIMOCTAaBMMOM C OOIIeW MOmyisuuedl pUCKe pa3BUTHUA KaK «aMUHOTJIMKO3UIHOW», TaK U
HacleacTBeHHOM HecuHApoMaiibHOM CHT.

O0beM U pa3HOHAPABIEHHOCTh MPOBEICHHOTO HCCIIE0BAHNUS TTO3BOIMIN C(HOPMUPOBATH €AMHBIHI
QITOPUTM OKa3aHUsS JMArHOCTHUYECKOW M JIe4eOHON OTOPMHOJIAPUHIOJIOTHYECKOM momouy aersm ¢ MB
(puc. 12), BHEAPEHNE KOTOPOTO MIPU3BAHO MOBBICUTH Ka4eCTBO M 3(P(HEKTUBHOCTH UX JICUCHUSI.

Ilepcnekmugsl  OanvHeiiwiux  ucCci1e006AHUil  3aKIIOYAIOTCS B OOOCHOBAaHUU  CXEM
NEpUOTIEPALIMOHHON  CUCTEeMHOM  aHTHOAKTEpHAJIbHOM Tepamuu; MEepecMOTpe U ONTHUMH3AIHU
UHTSIIMOHHON Tepanuu ¢ y4eToM JOKa3aHHOW BaXKHOW POJIM CHHOHA3aIbHON 00JIaCTHM B TEYCHUHU
OpOHXO0JIETOYHOTO  MHGEKINOHHO-BOCTIAIUTEIILHOTO  IMPOLECCa; YBEIWYEHUH MPOAOKUTEIHHOCTH
KaTaMHe3a M pacmupeHuu uucia HaOmogenwit 3a TteueHueM MB-XPC na ¢one tepanmum CFTR-
MOJYJIATOpPaMU M W3y4eHHH 3(P(GEKTUBHOCTH HOBBIX IMPEMapaTOB ATOW TPYIIILI, aHAIHU3E OCOOCHHOCTEH

¢dopmuposanus XPC Ha pone pantnero crapra repanuu CFTR-monymisitopamu (¢ Bo3pacra 2 JIeT U paHee)
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U NpoPUIAKTUUECKOTO JNEUCTBUS JaHHOW Tpynmbl mpemnapatoB B otHomeHun MB-XPC; paspabotke
CTpaTeruy KOHCEPBATUBHOIO M XUPYPIHUYECKOTO JICUCHU y MALMEHTOB ¢ MB, HaxoasaImuxcst Ha Tepanuu
CFTR-MonynsiTOpaMu WIIM UMEIOIIMX TIEPCIEKTHBY €€ CTapTa; u3ydeHuu npodiemsl Benenuss MB-XPC y

NannucHTOB, Tpe6y101u1/1x TPaHCIUIaHTAIWU JICTKUX UK IICPCHCCHINX €C.
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BbIBO/IbI

1. PacnpocTpaHEHHOCTbh XpPOHHYECKOIO pPUHOCUHYCHUTA Y IETEN ¢ MyKOBUCIIU030M HA OCHOBAHU U
MoupunrpoBaHHbIX KpuTepueB yuera nopaxkenus OHII (2021 ron) coctaBuna 67,7% (u3 Hux XPC 6e3
HIT — 31%, XPC c HII — 36,7%), a mo JaHHbIM OHJAallH-aHKETUPOBAHUSI 3aKOHHBIX MPEJCTABUTENEH
NalKueHToB — 64% ¢ TeHJeHIMel HapacTaHUs €€ C BO3PACTOM.

2. KoHIOyKTHBHAasl TYTOyXOCTh CPEIU TOCIHUTAIM3UPOBAHHBIX AeTel ¢ MB 3apeructpupoBaHna y
4,0% nauuenToB (2,4% ymeit), ceHcoHeBpaibHas — y 1,6% naruenToB. XKanoObl Ha CHUYKEHUE CiTyXa, 10
JTAHHBIM OTPOCHHUKA, KOTAa-1100 nmenu mecto y 17,6% nereit. OXBaT ayInoIOTHYeCKUM 00CIIeIOBaHUEM
NEeTe, TMOMYYMBIIMX BHYTPUBCHHYIO TEpAnui0 OTOTOKCHYHBIMU AHTHOAKTEpHUATHHBIMU IpernaparaMu,
HepocTaToueH (63,8% BKIIIOUEHHBIX B HccienoBanue Llentpos u3 66,6% cyObekToB PO).

3. B Poccuiickou denepanuu HMEETCS 3HAYNMBIN nedunut KOHCYJIbTAaHTOB-
OTOPUHOJIAPUHTOJIOrOB, O00JalaloluX paclIMpeHHbIMU KoMmmeTeHuusMu B obmactu MB  (43,1%
Hentpos/otaenenuit). B 34,5% LlenTpos/oTaeneHuii He MPOBOIUTCS MOHUTOPUHT MUKPOQIIOPHI BEPXHUX
npixatenbHbIX nyred. B 91,4% cayuaeB miia koHcepBaTuBHOro JedeHuss MB-XPC Haznauarorcs
MHTpaHa3aJIbHbIE TIIOKOKOPTUKOCTEPOUIbl U B 87,9% — nHTpaHa3anbHO AOpHa3a anbda. ppurannonnas
tepanust (51,7%) u Tomuueckue cpeAcTBa ¢ aHTHOAKTEPUAIbHONM M aHTUCENTHYECKON aKTUBHOCTHIO
(25,8%) Ha3HAYAIOTCS HEJIOCTATOYHO YacTo.

4. OOocHOBaHAa TMAaTOr€HETUYECKass B3aWMOCBS3b IOPAXKEHHUS CHHOHA3aJbHOW 0OO0NacTH u
HIMPOKOT0 CHEKTpa MYJIbTUCHUCTEMHBIX MposiBlicHM MB Ha ocHOBaHMM AaHHBIX Perucrpa manueHToB ¢
MyKoBucin1030M B Poccuiickoit deneparuu (50 mapamerpos, p<0,05).

5. Hna poccuiickoii koroptel gered ¢ MB  HamOomee XapakTepHbBl — CIlEAyIOIIUE
penTrenosnornueckue npuzHaku MB-XPC: sBieHne ecTeCTBEHHOIO KOHTPACTUPOBAHUSI IATOJIOTMYECKOIO
msirkoTkanHoro cyoctpata B OHII (97,9%), nectpykuus koctHbix creHok OHII (45,8%). Annasus unu
TUNOIJIa3usl JOOHBIX W KIMHOBHJHBIX I[a3yX BCTpeyaroTcss 3HauuTenbHO pexke (20,5% u 36,3%
cooTBeTcTBEHHO). Crenenp nopaxkenus OHII koppenupyer ¢ mokaszareaemM IpOBOAUMOCTH IOTa HA MOMEHT
noctaHoBku auarHosa (r=0,158; p=0,037) u «rsoxensim» reHotunom no reny CFTR (p=0,042).

6. Hanmuume B ciau3ucToil 000JI0UKE/TKAHU MOJIMIIOB HMHTPA3NUTEIHAIBHBIX MHKPOaOCIecCoB
(»<0,001), naTpasnuTenTUaNbHBIX MUKPOKHUCT (p<0,001) u kuct xene3 (p=0,001) MoKHO paccMaTpuBaThH
KaK MaToMOp(OJOTHUECKUN MapKep, XapaKTEepHbIM UIi MYKOBUCIH03a. BbIsBIeHHE 303MHOMUIBHO-
HeliTpopunbHOro wuHAekca Oonee 3,0 cBugerensctByer npotuB MB-XPC (cmenudpuunocts 90,7%,

YYBCTBUTEIHHOCTD 62,1%), a 1,0 — B M0JIb3y BO3MOKHOTO IMAarHo3a.
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7. PacxoxmeHne MeXAy BHIOBBIM COCTaBOM OaKTepuadbHON (IOPHI pa3HBIX OTACIIOB
pecniupaTopHoro TpakTa u coBnanenue ¢piopst OHII ¢ Hanbonee KITMHNYECKH 3HAYMMON aHAMHECTUYECKON
(I10poii HIKHUX BIXaTeIbHBIX MyTel (11 P.aeruginosa p=0,047) cBuaerenscTBYIOT 0 ToM, uto OHII mpu
MB He TOJBKO UrpatoT pojb pe3epByapa MUKPO(IOPHI, B TOM YMCIIE€ BHICOKOMATOT€HHOM, HO U SBIISIOTCS
HUCTOYHUKOM HHUCXOJALIETO HHPUIUPOBAHUS WIH «ayTOPeMHOUIUPOBAHUSA» HIKHUX  OT/AEJIOB
PECIMpPaTOPHOTO TPAKTA.

8. IlpennoxeHHBbI METOJ XUPYPTAYECKOTO JIeYCHUS MB-XPC, BKJIFOYAIOIIUHI
MOJIU(PHUIMPOBAHHYIO 3HOCKOIMUYECKYI0O MEIUATbHYI0O MAaKCUJUIPKTOMHUIO C YAaJeHUEM BCEil CIM3HUCTON
000JI0YKM BEPXHEYEIIOCTHBIX MMa3yx, Oosiee 3P(HEKTUBEH MO CPaBHEHUIO C KIACCHYECKOW TEXHUKON
(GYHKIIMOHAIBbHOW CUHYC-XUPYPIHH 3a CYET CHUKEHHS MOTPEOHOCTH B PEBU3MOHHBIX BMENIATEIHCTBAX B
teuenne 18 wmecsaneB (p<0,001) m moctmxkeHus kocTHO-PpuOpo3HON obOmuTEeparuu y 26,6% aeTe.
CdopmynupoBaHbl KOHKpPETHbIE TOKa3aHUA K Xupypruueckomy jeueHuto MB-XPC u ompeznesnensl ero
LEJIH.

9. Ha ¢one Ttepanmum mnpemaparoM siekcakadroptrezakadroptuBakadTop OTMEUEHA
BBIPAKEHHAS TOJOXKUTEIbHAs AMHaMKKa B TeueHnn MB-XPC B Buze ynydllleHUs MHEBMAaTU3allMUd BCEX
rpynn OHII (¢ 15,6+4,5 no 2,143,0 6amioB mo LMS, p=0,001) B cpoku 7,6+3,0 Mec. B OTIIMYHE OT TEpaNIUU
npenapatoM uBakapToptiymakaprop (amHamuka c 12,3+3,7 no 12,9+£3,6 OGamnos, p=0,750 3a
9,343,6 mec.).

10. OTHOCUTENBHBIA PUCK HAJWYUA TAKUX JETEPMUHAHT CEHCOHEBPAJIBHOM TYTrOyXOCTH, Kak
reHeruueckue BapuanThl ¢.35delG B rene GJB2 u A1555G B rene 125 rRNA, y nereii ¢ MB HU30K 1 He

npessbimaer 0,87% (mpu p=0,05).
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ITPAKTUYECKHUE PEKOMEHJALIUHN

1. HeoOxomumbl pacimimpeHHe KOMIETEHIIUHA Bpadeii-OTOPHHOJAPUHTOJIOTOB B OTHOIIICHUH
ocobennoctert mopakenus JIOP-opranoB y OonpHBIX ¢ MB, mpuBiedeHne K paboTe pernOHATBHBIX
LleHTpOB MYKOBHCHH/03a CIEHUAIUCTOB C PACHIMPEHHBIMH 3HAHMSAMU B 3TOW OOJIACTH, ONTUMH3AIM
B3aUMO/JICHCTBUS C CYpJIOJIOTUYECKOH CITy>KOOH M IOCTPOSHHE CUCTEMbI MapIIPyTU3aluy B cTannoHaps! 111
YPOBHSL C ONBITOM PUHOXUPYPTHUECKOT0 JIEUEHHUS TTOJOOHBIX MAI[MeHTOB.

2. Pekomenpayertcs onenka MB-XPC B cocTaBe u ¢ y4eTOM BCEX MYJIbTUCUCTEMHBIX KITMHUYECKUX
NposiBICHUN 3a0oneBaHus s (HOPMUPOBAHMSA IIETIOCTHOTO CYXICHHS O TSDKECTH €ro TEYCHHS.
[IpuoputeTHHIME METOAAMU OOBEKTUBHOM BU3YyaTM3allul BEPXHUX JbIXaTeNbHBIX MyTel sBistorcss MCKT
Y DHJOCKOIIHS.

3. Ilpu HanWMYMU KIMHUKO-PEHTIC€HOJIOTMYECKUX JaHHBIX, MTO3BOJISIIOMNX 3aro103puTh MB-XPC
y mnanueHta 0e3 Bepu(UUIMPOBAHHOTO AMArHo3a, PEKOMEHIOBAHO HAa3HAYEHHE COOTBETCTBYIOIIETO
oOcriefioBaHus (MCCIENOBAaHUE MPOBOJUMOCTH MOTAa U MOJEKYISIPHO-TEHETHYECKOE HCCIIEIOBaHKE) Ha
3Tare 10 XUPyprudeckoro JEYSHUS B CBSI3U C OCOOCHHOCTSIMU €T0 BHIMOJIHEHUS Y ManueHToB ¢ MB.

4. OntumanbHasg JydeBas UArHOCTHUKA MB-XPC npearnoaaracT BBIIIOJIHEHUE
MYJIBTHCTIUPATIBHON KoMmbloTepHO ToMorpadguu OHII ¢ o6s3aTenbHBIM MPUMEHEHHEM MSATKOTKAHHOTO
peXHuMa, KOTOPBIM MO3BOJISET BBISIBUTH SIBJIEHHE «ECTECTBEHHOI'O KOHTPACTUPOBAHMS MATOJIOTMYECKOIO
cyOcTpara U MOMy4YUTh €ro JeHcuToMeTpudeckue xapakrepuctuku. [Ipu onenke KT OHII nereit ¢ MB
Heo0XoauMo o0paliaTh BHUMaHUE Ha COCTOSTHUE CIIE3HBIX MyTEeH U HAJIMYKME 04aroB KOCTHOM JECTPYKIUU.
Pexomennayercss ucnonb3oBanue OamtbHOUM omeHkn KT OHII B aumHamuke misi ee OOBEKTUBH3AIUUA U
OLIEHKU Y(PPEKTUBHOCTH TAPTETHOMN TEpaIuu.

5. PexomeHnyercss WHTpaoNepallMOHHBIM 3a00p Marepuaja U MPOBEACHHUE JAIbHEHINIEro
MOHUTOpUHTa OakTepranbHoil hiopbl OHII ¢ momoIko mpeaokeHHOTo crocoda ¢ ebo GOPMUPOBAHUS
MOJTHOIIEHHOTO CY)XJICHHSI O MHUKPOOHMOJOTHYECKOM CTaTyCe PECIHMpPAaTOPHOrO TpakTa y nereir ¢ MB u
OTIpeieNIeHUs] TAKTUKH CUCTEMHON U TOIMMYECKOW aHTHOAKTepUAIbHOM TepanuH.

6. Pexomennayercss  BBIIOJIHEHHE  MOAMMDUIMPOBAHHON  SHIOCKOMHMYECKOW  MEAMAIbHOMN
MaKCHUJUIPKTOMUU C yJAJIEHUEM BCEH CIU3UCTON 000J0YKH BEPXHEUETIOCTHBIX Ma3yX M0 MPEII0KEHHOMY
METOJy C LEJbI0 YBEIMYECHUS MEXPEUUANBHOTO/MEKOMEPAIMOHHOTO MHTEpBala M, B YaCTU CIy4acs,
JOCTH>KEHUS KOCTHO-(UOPO3HOI 00IuTepanuy.

7. JHnsd yMeHbIICHUS HHTPAONEPAIMOHHOW KPOBOTOYMBOCTH/KPOBOIOTEPH IIPH BBIIOJIHEHUHU
SHJOCKONUYECKUX PUHOXUPYPTUUYECKUX BMEIIATENbCTB Y JieTell ¢ MB pekoMeH1yeTcst mpeonepanoHHoe

BBEJICHHE MMapeHTepanbHOU GpopMbl BuTaMuHa K B Teuenue 3-5 qHei.
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8. Tlpu omenke maTomMopdosOrudecKoil KapTHHBI ciu3ucTor ob6onoukn OHIl/Tkanu monumos
PEKOMEHAYETCSl y4eT HalIMuus MHTPa’dNIUTEIHATbHBIX MHUKpP0aOCLeccoB, MHUKPOKHCT M KHUCT Keles,
KOTOphIE B COYETAaHWH CO 3HAYCHHEM D03WHOPWIBHO-HEUTPOPHUILHOTO HHACKca MeHee 3,0 MOryT
paccMmarpuBaThes Kak (hakTopbl pucka Hanmuuuss MB y manueHToB, KOTOPHIM JaHHBIA JHUArHO3 HE ObLI
IIOCTaBJIEH paHee.

9. Konutpomsayto KT OHII ¢ nenbro onenku sdpdexrtuBHoctu Tepanuu CFTR- monymstopamu
PEKOMEHIyeTCsl BBIIOJIHATH uepe3 6-12 MecsleB OT crapTa JICUEHUsI U UHTEPIPETUPOBATH PE3YIbTAThI C
Y4€TOM TUIIUYHON JMHAMUKHA BOCCTAHOBJICHUS THEBMATU3ALMN PA3HBIX TPYII Ma3yX.

10. B cnyudae nepcnexktuBbl Hawana Ttepanuu CFTR-mopynmaropamu C¢ yderoM Bo3pacTa u
reHetudeckoro Bapuanta TeHa CFTR 1memecooOpa3HbiM sIBISIETCS WHIAMBUIYATbHBIA TOAXOA K
OTIpE/ICNICHUIO TIOKa3aHUH M 00beMa XUPYPrUYECKOro JICUCHHS C TEHICHIMEH K KOHCEpBaTU3MY U
BBEDKHUJATEIBHON TAKTHKE.

11. Jletu ¢ MB He noiKHBI paccMaTpuBaThCs Kak IpyIa pUcKa 110 KOHIYKTUBHOM TyroyxocCTH,
OJIHAKO HEOOXOJAMMO TIOMHHUTh O BO3MOXHOCTH pPa3BUTUS OTOTOKCHYECKOH (Ipexae BCero, T.H.
«aMHUHOTJIUKO3UIHOWY) CCHCOHEBPAJLHON TYrOyXOCTH.

12. He pekoMeHIOBaHO MaccoBOE€ OOCIEIOBaHWE, HAIMPABICHHOE HA TOUCK TE€HETUYECKHUX
JNETEPMUHAHT, COMNPSIKEHHBIX C PpPa3BUTUEM KaK HACICACTBEHHOM HECHHIPOMAIbHOM, TaKk U
AMHUHOTJIMKO3UIHOW  CEHCOHEBPAJIbHOW TYroyxocTu. OJHAKO COOTBETCTBYIOIIMN  MOJEKYJSAPHO-
TEHETUYECKUA aHalM3 MOXET pPacCMAaTpUBATBCS KAK OINIMOHAJIBHBIN MEpell CTapTOM BHYTPUBEHHOMU
Tepanuu IMpenaparaMu C NOTEHIIMAIbHOM OTOTOKCUYHOCTBIO JUISI BBISIBICHHUS PEAKUX MAIMEHTOB C
BBICOKUM PHUCKOM TSDKEJIOW TYrOyXOCTH U TJIYXOThl U HWHAMBUAYATbHOHM CMEHBI CTpaTEruu

aHTHOAKTEepUaILHOM TepaIui.
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CIIMCOK COKPAIIIEHUM

MB — myKkoBUCHHI03

XPC — XpOHUYECKUN PUHOCUHYCHUT

MB-XPC — MyKoBUCIIU03-aCCOLIMMPOBAaHHBIN XPOHUUECKUI PUHOCUHYCUT

XPC ¢ HII — xpoHnueckuii puUHOCHHYCHUT € Ha3aJbHBIM ITOJIUIIO30M

XPC 6e3 HIT — xpoHnyeckuii puHOCHHYCHUT 0€3 Ha3aJIbHOTO TOJIUII03a

[TPC — noaumno3Hblii pPUHOCUHYCUT

CFTR - cystic fibrosis transmembrane regulator (6e10k)

CFTR — cystic fibrosis transmembrane regulator (ren)

OHII — 0k010HOCOBBIE MA3YXHU

BUIT — BepxHeuenocTHas nazyxa

CHT — ceHcoHeBpalibHasi TYTOYXOCThb

KT — xomnbroTepHast Tomorpagus

MCKT — mynprucnupaibHas KOMIbIOTEpHast ToMorpadus

AN — noBepuTEIbHBIA HHTEPBAT

TIIA — ToHanmbHast MOPOroOBasi ayIUOMETPHUS

3BOAD — 3aaepxaHHasl BbI3BaHHAsI OTOAKYCTHUECKAsl SMUCCHS

O®BJ] — pyHKIMS BHEITHETO JBIXAHUS

O®B — 00BbeM hopcrpOBaHHOTO BHIIOXA 32 1 CEKyHIY

OXEJI — pyHK1IMOHATBHAS YKU3HEHHAS] €MKOCTh JIETKUX

UMT — unpexc Maccol Tena

OHU — 303uHO0PUIBHO-HEUTPODUIBHBINA HHIAEKC

LMS — Lund-Mackay score

mLMS — modified Lund-Mackay score

HU — Hounsfield units (equanibsr XayHcdunma)

ELX/TEZ/IVA — snekcakadrop+re3akapTop+usaxkadrop

IVA/LUM - uBakadrop-+irymakadtop

EPOS — The European Position Paper on Rhinosinusitis and Nasal Polyps

MSSA — methicillin-sensitive Staphylococcus aureus (METUIUIUTMH-9YBCTBUTEIHHBIA 30JI0TUCTHIN
CTa(QHIIOKOKK)

MRSA — methicillin-resistant Staphylococcus aureus (METHUIMIUIMH-PE3UCTCHTHBIA 30JI0TUCTHIN

CTa(hMITOKOKK)



