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Pe3iome

Xponunueckuit puHocuHycut (XPC), B T. 4. moaunosuslii (XITPC), aBnsgercs oqHUM U3 MposiBeHU MykoBucuuno3a (MB). OkonoHocoBbIe
nasyxu (OHII) paccmaTtpuBaloTest Kak pe3epByap MaTOreHHOM MUKPOGhIOPbI U MCTOYHUK HUCXOISILIEro MHMULIMPOBAHMSI BCETO PeCIIUPaTOPHO-
ro tpakrta. Tem He MmeHee marosorust OHIT 0ObIYHO OlIEHUBAETCS B OTPBIBE OT HYDKHUX IBIXaTeIbHBIX MyTEl, KaK U BCETO CIIEKTPa MOJMOPTaHHO-
ro nopaxenust mpu MB. Llenblo uccienoBaHust siBUach olieHKa pacrpocrpaHeHHOCTH XITPC u ero B3auMHOM KOppeJsiiuuy ¢ APYTMMU XapaKTe-
pucTrkaMu TeyeHust MB y poccuiickux mereii. Marepuanst u MeTonpl. B viccienoBaHny npuHuManu ydacrtue netd (n = 2 216) ot 0 mo 18 et
u3 81 permona Poccuiickoit denepanun, cocrosiiue B Perucrpe 601bHbIX MyKoBUCHIMI030M B Poccuiickoii deaepanuu (2018). CpaBHUBAINCH
TTOKa3aTelu, IMOJyYeHHbIe y 00JIbHBIX ¢ ycTaHOBIeHHBIM nuarHo3oM XITPC (n = 599) u it 6e3 TakoBoro (# = 1 617). OueHuBaIMCh pacipocTpa-
HEHHOCTb B 3aBUCUMOCTH OT BO3pacTa, MOJI0BOI COoCcTaB, MmoKazateau GyHKuuu BHenHero apixanust (OBJ1), HyTpuTuBHOTO cTaTtyca, MUKpOOHO-
JIOTUYECKUIA CTaTyC, HAJTMYMe OCTOXHEHMIT, MOTPEOHOCTb B Pa3IMYHbIX BUIAX TEPATUH, CPEIHSISI JTUTEIbHOCTD CTALIMOHAPHOTO JICYEHUSI B Teue-
Hue | roma. OGpaboTKa MAaHHBIX MPOBOIWIACH MPH TOMOIIM METOIOB TapaMeTpUIecKoll M HemapaMeTpUIecKoll CTaTUCTUKH. Pe3yabraTsbl.
YcraHoBieHO, uto cpenHsisi pacripoctpaHeHHOCTh XITPC y neteit ¢ MB, o nanubim Perucrpa, cocraBuna 27,03 %, npu 3ToM OTMeYeHa TCHICH-
1M1 K €€ TTOBBIIIEHUIO C BO3pacToM. 3ahUKCUPOBAHbI CIIEAYyIONINe TOCTOBEPHBIC pa3inyusi Mexy rpymnmnamu: cpenu aeteii ¢ XITPC varmie BcTpe-
yanuch mytauust F508del B roMO3MrOTHOM COCTOSIHMM, MHTEPMUTTHUpYIOIEe W XpoHUYeckoe WHbuuupoBaHue Pseudomonas aeruginosa,
Staphylococcus aureus (METULIMJUTMHPE3UCTEHTHBIN, METULIVJTMHUYBCTBUTENIbHBIN), M B-accolmmpoBaHHbBIN caxapHbIil 1Ma0eT ¢ eXXeTHeBHBIM
HCTIONBb30BAHMEM MHCYJIMHA, TOPaXXeHUe MeYeHN (KaK ¢ LIUPPO30M, TaK U 6e3 TAKOBOTO), OCTEONOpo3, OoJiee YacTast MOTPpeOGHOCTh B CUCTEMHOM
AHTUOAKTEpUAJIbHON M MHTASILMOHHON (32 MCKJIIOYEHHEeM OpOHXOAMJIATATOPOB) TepalMM, a TaKXKe OTHOCUTEIbHO BBICOKAsl MOTPEOHOCTH
B rocrutanm3anuu. [Tokazatemn @B/l (o6bem hopcupoBaHHOTO BhIIOXa 3a 1-10 ceKyHmy W (OpcHpOBaHHAsI KM3HEHHAsT eMKOCTb JIETKUX)
1 MHJIEKC Macchl TeJla HEOXXMIaHHO OKa3aJuCh BhIlle y NAllMEeHTOB ¢ Ha3aJIbHbIM MOJUIIO30M, YTO, BEPOSITHO, CBSI3aHO C OFPAaHUYEHUEM COCTaBa
HCCIIEIyeMBbIX TPYIIIT IETCKUM BO3PAaCcCTOM U OTCYTCTBUEM aHaim3a rmokasareneii @B/l B BO3pacTHBIX TPYIIax NeTeil ¥ TOAPOCTKOB. 3aKII0ueHne.
TTonyyeHHbIe pe3yJIbTaThl MO3BOJISIIOT paccMaTprBaTh XITPC B KauecTBe HEraTUBHOTO MpeanKTopa TeueHust MB, ripu 3ToM TpeOyeTcs BHUMaHKe
CO CTOPOHBI HE TOJBKO CITEIUATACTOB TT0 M B 1 OTOPMHOJIApUHTOIOTOB, HO ¥ MX MEXIUCITUTUIMHAPHOE B3aUMOJICCTBHE.

KnroueBbie c10Ba: MyKOBUCIIUIO3, KUCTO3HBIN (GUOPO3, XPOHUUECKNIT PUHOCUHYCUT, Ha3aJIbHBII MONIUIO03, (DYHKIMS BHEIIHETO IbIXaHUSs, IETU.
Kondumkr untepecoB. KoHMIMKT MHTEPECOB aBTOPaMU He 3asiBJICH.
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BaaroaapHocTH. ABTOpBI G1aroaapsiT OprkOMUTET MpoekTa «Pernctp GobHBIX MyKOBHUCIINA030M P®D» 1 Bpayeil perMOHANbHBIX LIEHTPOB MyKO-
BUCIIMIO32 32 TMIOTOTOBKY JIaHHBIX JIJISI PETUCTPA.
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Abstract

Chronic rhinosinusitis (CRS), including chronic rhinosinusitis with nasal polyps (CRSwWNP), is one of the manifestations of cystic fibrosis (CF).
The paranasal sinuses (PNS) are considered as a reservoir of pathogenic microflora and a source of descending infection of the entire respiratory
tract. Nevertheless, paranasal sinuses pathology is usually assessed in isolation from both the lower respiratory tract and the entire spectrum of
multiple organ damage in CF. Aim. To determine the prevalence of CRSwWNP and its correlation with other characteristics of CF in children in
Russia. Methods. The study included data of 2216 children from 0 to 18 years old from 81 regions of the Russian Federation from the Registry of
patients with cystic fibrosis in the Russian Federation for 2018. Children with an established diagnosis of CRSWNP (n = 599) were compared to
those without this condition (n = 1 617). The prevalence was assessed in the subgroups by age, sex, respiratory function, nutritional status,
microbiological status, complications, the need for various therapies, and the average duration of inpatient treatment during the year. The statistical
analysis included parametric and nonparametric tests. Results. According to the Registry, the average prevalence of CRSWNP among children with
CF was 27.03% and tended to increase with age. Children with CRSWNP had statistically significant higher incidence of homozygous F508del
mutation, more common intermittent and chronic infection with P. aeruginosa, S. aureus (MSSA and MRSA), cystic fibrosis-associated diabetes
mellitus with daily use of insulin, liver damage (as with or without cirrhosis), osteoporosis, a more frequent need for systemic antibacterial and
inhalation (except for bronchodilators) therapy, as well as a relatively high need for hospital stay. Unexpectedly, the respiratory function indicators
(FEV,, %, FVC, %) and body mass index turned out to be higher in the group of patients with nasal polyposis. A likely explanation is that the study
included only children, and the lung function was not analyzed in the children and adolescents. Conclusion. The results suggest that CRSwNP is
a predictor of adverse course of CF and requires attention from CF specialists and otorhinolaryngologists, as well as interdisciplinary collaborations.
Key words: cystic fibrosis, chronic rhinosinusitis, nasal polyposis, lung function, children.

Conflict of interests. The authors did not declare any conflicts of interest.

Funding. The study had no sponsor.

Acknowledgments. The authors are grateful to the organizing committee of the project “Registry of patients with cystic fibrosis in the Russian Fede-
ration” and the physicians of the regional cystic fibrosis centers for preparing data for the register.

For citation: Polyakov D.P., Daykhes N.A., Yunusov A.S., Karneeva O.V., Petrov A.S., Sherman V.D., Chernyak A.V., Gorinova Yu.V. Chronic
polypous rhinosinusitis and Iung function in the profile of multi-organ pathology in children with cystic fibrosis in the Russian Federation.

Pul’monologiya. 2021; 31 (2): 207—215 (in Russian). DOI: 10.18093/0869-0189-2021-31-2-207-215

OngHuM U3 IposiBIeHUN MyKoBucinno3a (MB) Hapsmy
C XPOHUYECKUM OPOHXOJIETOYHBIM ITPOIIECCOM, MTaHKpea-
TUYECKOI HETOCTATOYHOCTHIO, TIATOJIOTUEN reraToonIn-
aApHOI 1 pEIIPONYKTUBHOM CUCTEM SIBJISICTCS] XPOHUUECKUIA
puHocuHycut (XPC). ITo pa3HbIM JaHHBIM, TOpaKeHUE
okosioHocoBbIX nazyx (OHIT) ormeuaerca y 18,7—100 %
6osbHBIX M B [1]. TTogoGHBbI pa3dpoc mokasaresneit 00b-
SICHSICTCST BapMa0eIbHOCTHIO KPUTEPUEB ITOCTAHOBKH TH -
arfHosa (OMpOCHUKHU, PEHTTCHOJIOTUIECKIE MU SHIOCKO-
NMUYECKUe TaHHbIE), a TAKXKe pa3HbIM BO3PaCTOM BKJIIO-
YEHHBIX B UCCJIEIOBAHUS MALIMEHTOB. PoJlb TTOpakeHMsT
CMHOHa3aJIbHOM 06j1acTu pu M B C/103KHO MepeoLieHUTD.
B niepBy1o ouepennr, OHII, mo naHHBIM OOJIBIIMHCTBA UC-
CJIeIOBaHUI, CJTy>KaT UCTOYHUKOM HUCXOASILIEH OaKTepu-
aJbHOMU (a MHOTIA U TPUOKOBOI) KOHTAMUHALMY OPOHXOB
U JIETKUX, TIPUBOIS K IIPOTPECCUBHOM CMEHE TTaTOreHOB
B CTOPOHY 00Jiee arpecCUBHBIX Bo3oynuTeneit [2, 3]. Juc-
KyTaOeJbHbIM OCTaeTCsI BOIMPOC 00 OAHOMOMEHTHOM U1
TTOCJIEIOBATEIBHOM HUCXOISIIEH KOHTAMWHALIMY BEPXHUX
1 HIDKHUX JbIXaTeIbHBIX TTYTCH.

B pao6ore O.Cioufu et al. (2013) cpaBHUBaIUCh TCHETH -
yecKasi OMHOPOAHOCTh KOJIOHUM Pseudomonas aeruginosa
B OHII u TpaHCTJIaHTUPOBAHHBIX, U3HAYAJIbHO HE KOH-
TaMUHUPOBAHHBIX JIETKUX MaliueHToB ¢ MB. CxomHEbIi
TeHOTUI O0aKTepuil oOOHapyXeH B MaTepuraJie, IoJy4YeHHOM
13 BEpXHEUETIOCTHBIX Ma3yX U MpU OPOHX0ATbBEOSIPHOM

JIaBaXke, TIPU 3TOM TTOATBEPANIIACH TUTIOTE3a O HUCXOISI-
1eM MHGOULIMPOBAHUM, YTO TTO3BOJISIET paccMaTprBaTh
OHII npu MB B kauecTBe OCHOBHOTO pe3epByapa Ina-
ToreHHoi Mukpodiopsl [3]. C npyroii CTOpOHBI, B TIOJI-
TBEPXKICHNE TaHHOM TMIIOTE3bI TOKa3aH MOJOXUTEIbHBIN
3 dEKT XUPYPTUYECKOTO U KOHCEPBATUBHOTO JICUSHUST
XPC Ha TeueHue OpoHx0erouHoro npoiecca npu MB [4].
B uccaenopannu S.Khalfoun et al. mponeMoOHCTpUPOBAaH
MOJIOXKUTETbHBIN 3 deKT xupyprudyeckoit canauuu OHIT
0 TToKa3aresisiM oobeMa (popcpoBaHHOTO BbloOXa 3a 1-10
cekynay (O®B)) u coornoumenus OPB, u popcupo-
BaHHOU Xu3HeHHoU emkoctu Jerkux (OXKEJ) y nuig
CO CPETHETSIKEIIBIM M TSKETbIM OPOHXOJIETOYHBIM TTopa-
KeHueM [5]. OnHako Mo JaHHBIM 3 UMEIOIIMXCS Ha CEero-
HSIITHUI JeHb CUCTEMaTUUECKUX 0030pOB, MOCBSIIIEHHBIX
3((HEKTUBHOCTU PUHOCUHYCOXUPYpruu ripu MB, onHo3-
HAYHBIN BBIBOJ O BiaussHuM jeueHuss XPC Ha cocTosiHIe
JIETKUX OTCYTCTBYeET [6—8].

TToMuMo MHGbEKIIMOHHON COCTaBIIsIONIeH, MPOsIBIIe-
Hug XPC cHUXKAIOT KaYeCTBO JKU3HU MTallieHTOB [9]; mo-
CTOSTHHOE POTOBOE IBIXaHUE BCCICTBUE XPOHUMIECKOM Ha-
3aJIbHOM 0OCTPYKLIMU OKa3bIBAET MPSIMOE MOBPEKIaoIIee
JEHCTBIE Ha CKOMITPOMETUPOBAHHYIO OPOHXOJIETOUHYIO
CHCTEMY 3a CYET OTCYTCTBUS aleKBAaTHOTO (PU3MOJIOTH-
YeCKOT0 KOHAWIIMOHUPOBAHMS BO3IyXa B ITOJIOCTH HOCA
u OHIT [10, 11], a conpoBoxaarome XPC o0oHsTebHbIE
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paccTpoiicTBa MOTEHIMATBHO MOTYT OKa3bIBaTh BJIUSI-
HUEe Ha MUILEeBOe MOBeJeHMEe MAllMeHTOB U TEM CaMbIM
YCYTYOUTb MMEIOLIMECS] HApyILLIEeHUsI HyTPUTUBHOTO CTa-
Tyca [12].

Tem He MeHee BHMMaHMeE Jeyallux Bpayeil — creiua-
JuctoB o MB — TpaguuiroHHO cHOKYCHPOBAHO Ha MaTO-
JIOTAM JIETKUX U XKeJTyTOYHO-KUIIIEYHOTO TPaKTa KaK Hau-
0oJiee TsKeJbIX mposiBiieHusix MB, a ocBe1oMJIeHHOCTD
0 IMArHOCTUYECKOI 1 JIeYeOHOM TaKTHKEe B OTHOIIEHUU
XPC ocraercst HegocTaTouHOM. OQHOU U3 MPUYUH TO-
TOOHOW CUTYalluN SIBJISIETCSI OTCYTCTBHE NOJDKHOM CTe-
TMEHU MEXIUCUUIUIMHAPHOTO B3aMMOISHCTBUS MEXKIY
crneuyanucramu o MB (uaiiie Bcero myJbMOHOJIOraMu)
U oTOpUHOJIapuHrojoramu. [TosiBisttonuecs B mocieaHee
BpeMs B Poccru 1 3a pyOeskoM ITyO KAy 1 MCCIeI0Ba-
Teabekue padbotsl o JIOP-naTonornn y nauuentos ¢ MB
OPMEHTUPOBAHBI MPEKIE BCETO Ha OTOPUHOJAPUHTOJIOT U~
YeCKYI0 ayAUTOPHUIO U MOCBSIIEHBI CYyTy0Oo crieliMaabHbIM
PUHOJIOTMYECKIM Y pUHOXUPYPTUISCKIM acTIeKTaM, IIpU
5TOM TaKKe pacCMaTpUBaeTCs IIpodIeMa IMopaXkKeHUs CH-
HOHa3aJIbHOI 00J1aCTU B OTPBIBE OT BCET0 KOMILIEKCa M0~
JIMOpraHHo# natojoruu pu MB. JlaHHbII Toaxoa uiieH
LIETLHOCTH HE TOIBKO C (PyHIAMEHTATBHBIX HAyYHBIX T10-
3ULIMI, HO Y C MPaKTUYECKOM ToukU 3peHusl. Tak, Hanpu-
Mep, IIPY MOATOTOBKE K PMHOXUPYPIMUECKOMY JICUEHUIO,
BBITIOJIHSIEMOMY B IETCKOM BO3pacTe TOJbKO MO O0LIUM
00e300IMBaHUEM, Bpauy-aHEeCTE3MOJIOTy HEOOXOIUMO
YUYECTh BECh KOMITIEKC COMAaTUIECKOM TTaTOJIOTUH, BKITIO-
yast (PyHKLIMM JIETKUX 1 rieyeHu. [1pu aHanmze 6a3 JaHHBIX
OTEUYECTBEHHBIX U 3apyOeKHBIX U3JaHUI HE OOHAPYKEHO
HU OAHOI pabOThI, MOCBSIIIIEHHON KOMITJIEKCHOI OLIEHKE
XPC B cocTaBe MOJTHOTO CIIEKTPa JIETOYHBIX M BHEJIETOY-
HBIX TTposiBacHUT M B.

C BHenpeHueM B 2006 T. MacCOBOTO CKPUHMHTIA HO-
BOPOXXICHHBIX M CO3MaHMEM HallMOHaIbHOTO Permcrpa
00JIbHBIX MYKOBHCLIMI030M B Poccuiickoit denepanyn
MOSIBUJIACh BOBMOXHOCTh MHOTO(DaKTOPHOTO KOPPESIIM-
OHHOTO aHaju3a OOJIBILLIEro YMCIa XapaKTePUCTUK, OKa-
3BIBAOIINX BIMSHIE Ha TeUeHWE U TIPOTHO3EI mpu MB.
B cBs131 ¢ 3TMM Ha OcHOBaHUY AaHHBIX Perrctpa GombHBIX
MB B P® (2018) BBINOJIHEHO PETPOCIIEKTUBHOE MCCIIe-
JIOBaHUE, 11eJIbI0 KOTOPOTO SIBWJIACH OLIEHKA pacipocTpa-
HeHHOCTH XPC 1 eT0 B3aMMHO KOPPEISILINY C IPYTUMUI
XapakTepucTukamu teueHust MB y poccuiickux aereid.

MaTepMan bl U METOAbI

Hcnonw3oBanbl nanHbie Pernctpa 6oabpHbix MB B PD
(2018), popMaT KOTOPOTO COOTBETCTBYET €BPOIIEHCKO-
My [13]. IIpoekrt Perncrpa 6oapHbIXx MB B P® 20.12.12
omobpeH KomurteToMm mo stnke PenepaibHOTO Tocydap-
CTBEHHOTIO OIOIKETHOIO HAyYHOI0 yupexxaeHus: «Menu-
KO-T€HETUUYECKUI HayYHBIN LIEHTP MMEHU aKaaeMHKa
H.IT.boukoBa». Bcemu nanmentamu ¢ MB u / unu ux
MIPeACTaBUTEIISIMU TTOATIMCAHO TOOPOBOILHOE MH(POPMM-
POBaHHOE COTJIacHe.

B uiccnenoBanny nmpuHUManu ydactue 2 216 nerei
u3 2 366 cocrosinux B Peructpe 601pHbIX MB B PO (2018)
ot 0 mo 18 e, mpoxxuBaromux B 81 permoHe Poccmiickoit
Ddenepanyu. JInarHo3 ycraHOBJEH Ha OCHOBAaHUU PEKO-
MEHAalMi1 HAalIMOHAJIbHOTO KOHCEHCYCa U KITMHUYECKUX

pekomeHaauuii [ 14]. CpaBHeHMe TTapaMeTPOB MPOU3BOIN-

JIOCh MeXJ1y rpymroii geteit (n = 599) ¢ ycTaHOBJIEHHBIM

nuarHo3oM nounosHbiit XPC (XTTPC) v ymi (n=1617)

6e3 TakoBoro. [Ipu aHanu3e He yYUTHIBAIUCH JaHHbIE

0 60oabHBIX M B, cocrosiiux B Peructpe 60abHbIx MB

B P® (n = 150), y KOTOPBIX OTCYTCTBOBAJIM CBEIEHMSI O Ha-

maun y Hux XITPC.

CpaBHEHME MTPOBOIMIIOCH MO CICAYIOIINM ITapaMeT-
pam:

* TI0JT;

* BO3pacT;

* TEHETMYECKUE XapaKTEePUCTUKHM (PaCIIpOCTPaHEHHOCTD
«MSITKHUX» TEHOTUITOB 1 TomMo3urort 1o F508del);

*  MHUKPOOMOJOTUUYECKUI CTAaTyC (MHTEPMUTTUPYIOIIIEEe
WIN TIepCUCUTHUPYIOlee BuinesieHue P. aeruginosa,
Staphylococcus aureus (B T. 4. METUIIWJUTUHPE3UCTEHT-
Hbil (Methicillin-resistant Staphylococcus aureus) —
MRSA, Burkhoderia cepacia complex, Haemophilus
in fluenzae, HeTYOEpKyJIe3HAsI MUKOOAKTepus, Sterno-
trophomonas maltophilia, Achromobacter xylosoxidans,
HedepMeHTUpYIolas rpaMoTpULaTelibHast (iopa);

*  PaCIpOCTPaHEHHOCTb OCIOXHEHU I (MEKOHUAbHBIN
WIeyC, aJlJIepTUUECKHUIT OPOHXOJIETOUHBIN acTIePTUI-
Jie3, CUHJIPOM JMCTaTbHOU MHTECTUHAIBHOM OOCTPYK-
LU, CUHIPOM IceBno-bapTrepa, caxapHbiii 1uader
C eXeTHEBHBIM MPUMEHEHUEM WHCYJIMHA, TIOPaXKEHME
ne4yeHu (B T. Y. LMPPO3), OCTEOIIOPO3);

* NOTPEOHOCTb U CPENHSS JUIMTEIbHOCTb NMPEObIBAHUS
B CTallMOHApe, a TAKXKE BIMSIHUE Ha IMOKa3aTeJ M OpOH-
xoneroynoro nopaxenuss (OPB,, ®KEJI) u nyrpu-
TUBHBIN cTaTyc (IMOKa3aTejb NHAEKCAa MAacChl Tejla —
NUMT).

IToMumo 3TOrO, CPAaBHUBAIUCH UCTOJIb3yEMbIe TEPa-
MEeBTUYECKUE OIMINN (CUCTEMHbBIE aHTUOAKTepHUAIbHBIC
npenapatsl (ABII), uHransuMoHHas Tepanus) Kak Koc-
BEHHasI XapaKTepHUCTUKA TSDKECTH OPOHXOJIETOTHOTO T10-
paxeHus [15]. TIpuHsTO penieHne He BKIOYATh B aHAIN3
Takue JaHHbIe, KaK BO3PAacT yCTaHOBJIEHMSI IMArHo3a, Op-
TaHM3aIIMOHHBIE 0COOEHHOCTH MOJICKYISIPHO-TeHETUYE-
CKOW IMAaTHOCTUKY U PSIZ IPYTHX TTAapaMeTPOB, HE XapakK-
TEPHBIX UIS1 KITMHUYECKOTO T€USHHsI CaMOro 3a001eBaHusI.

CocTosiHue (YHKIMU JIETKUX aHaJIU3MPOBAINCh
no nnokaszaresnsim OXKEIT n OCI)B1 (J1), omHaKO AJIs1 310PO-
BBIX JIIOJICH TOTO XK€ BO3pacTa, IoJjia, pocTa, pachl OlleH-
Ka MPOBOIMJIACH B MPOLEHTAX OT NOJKHON BEJIMUYMHBI.
Hcnonb3oBaHbl HOpMaJIbHBIE TTOKA3aTeNM ISl JTaHHOMW
MOTMYJISIINU — JTOJDKHBIE BenuuHbl 1o G. Polgar et al.
(1971) nna nereit [16] u paboueii rpymnnbl EBponeiicko-
ro coo6buectBa ctanu u yrius (European Coal and Steel
Community — ECCS, 1993) — nyist B3pocinsix [17]. Hytpu-
TUBHBIN CTaTyC OOJBHBIX PACCUMTHIBAJICS HA OCHOBAHUN
MaHHBIX MacCHI TeJia, pOCcTa M BO3pacTa 1 OLEHUBAJICS
¢ momosio UMT (macca (xr) / poct (M)?) [18]. Pacuer
nepueHtuiaeit UMT npoBoausics mpu MoMOUIY MporpaMmm
BcemupHoii opraHuzanmu 3apaBooxpaHeHust (Attp.//www.
who.int/childgrowth/software/en/ u http.//www.who.int/
growthref/tools/en/).

T'enetuueckue uccnenosanus reHa CFTR (cystic fibrosis
transmembrane conductance regulator — TpaHCMeMOpPaHHBII
PeryJIsITOpHBIN 6e1ok M B) ipoBOommInch myTem orpemae-
JICHUS aJlJIeJIbHOM YacTOThl BCeX OOHAPY>KEHHBIX MyTa-
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LM, UICHTU(DUKALIMY CTeTICHU TSXKECTU TeHOTUIA (ISt
«TSIKEJIOTO» TEHOTUTIA 00SI3aTeILHBIM SIBJISIIOCH HATTUIKE
mytaumu [—I11 kiracca, It «MATKoro» — XoTsi ObI 1 MyTa-
mun IV—VI knacca) [18].

Marepuanom uccinenoBanus sisasuiack JIHK 6oabHBIX
MB. Hcnonb3oBacst MeTo BbiaeaeHust TotaabHoi [JTHK
13 1eJbHOM KPOBU MAIIMEHTOB CTAHIAPTHBIM METOIOM
deHoIxI0pOoPOPMHOIT IKCTPAKIIMU; METOA T€HOTUITH -
pPOBaHUS MOTUMOPMHBIX BAPUAHTOB I'€HOB C IMTOMOIIIBIO
MOJIMMEPA3HOM LIETTHOM Peakluu U aHAIU3a MOJUMOp-
du3Ma IJIMH pecTpUKUMOHHBIX (pparmeHToB. JIHK-n11na-
THOCTHMKA ITPOBOAMIACH COTJIACHO aJITOPUTMY KOHCEHCYCa
«MyKoBUCIIMA03: onpeneeHUe, TMarHOCTUYECKUE KpU-
TepuHu, Teparus», pa3nel «I eHeTHKa MyKOBUCIIUI03a.
MonekynsipHO-TeHeTUUecKas TMarHOCTUKA TP MYKO-
BUcCHMI03e» [19].

CraTtuctuyeckass o6padboTka JaHHBIX MPOBOAMUIACH
C MTOMOMIBIO MaKeTa MPUKJIAAHBIX TTporpamMm Statistica v. 10
(StatSoft, Inc., CIIIA).

B 3aBucumocTH OT Buma paclipencicHUsT MepaMu
LIEHTPaJbHON TEHACHLIMU 1 PACCESTHUS CIYXKUIU Cpell-
Hee 3HaueHUe (M) * cranaapTHoe oTKJIoHeHue (SD) wiu
MenuaHa (Me) (MHTEpKBapTUJIbHBIN pa3dmax). Yucno ma-
LIMEHTOB (1) 1 YyacToTa BcTpeyaeMocTu (%) UCIoab30Ba-
JIOCh TSI KaTeropuaibHbIX IepeMeHHbIX. [1py cpaBHEHUM
CpeIHUX 3HaUYeHU Wi Me IPUMEHSUIUCH [-KPUTEPUI
CrploneHTa Uin Kputepuii ManHa—YutHu. Kateropu-
aJIbHBIC TIEPEMEHHBIC CPAaBHUBAJIMCH C UCITOJIb30BaHUEM
Kputepus 2. Pasnuuust cunranuch CTaTUCTUYECKU 3HA-
ypuMbeIMu TIpu p < 0,05.

Pesynbrarthl

CpenHsist pacnipoctpaHeHHocTh XITPC cpeau neteit ¢ MB,
o naHHbIM Peructpa (2018) cocraBuia 27,03 % u umeet
3aKOHOMEPHYIO TeHEHIIMIO K POCTY ¢ Bo3pacTtoM — oT 0 %
y meteit B Bo3pacte 1 roga 10 45,33 % — B Bo3pacte 16 JeT.
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Hunamuka pacripoctpaHeHHocTu XITPC B 3aBucuMocTH
OT BO3pacTa IMpecTaBjieHa Ha pUCyHKe. Pazmmunii Mmexmy
TPYIIIaMU TI0 TIOJIOBOMY COCTaBY He 3a(pMKCHPOBAHO.

O1eHUBaeMbIe TTapaMeTPhl OOJIBIIEH JaCThIO TOCTO-
BepHO Koppenuposaiu ¢ pazsutruem XITPC (cM. Tabnuiy).
Hecmotpst Ha OTCYTCTBME JOCTOBEPHOU pa3HULIBI MEXKITY
PaACIPOCTPAHEHHOCTBIO «MSITKHX» U «TSKEJIbIX» T€HOTHU-
TOB B CpaBHUBAEMBIX TPYMIIaX, HanboJIee pacIpocTpa-
HeHHas myTtauusa F508del B roMO3MTOTHOM COCTOSIHUM
(oTHOCsasics Ko I1 — «Tskenomy» Kitaccy) yaiiie BCTpe-
yanack y 6onbHBIX XITPC (p = 0,037).

[Ipu cpaBHeHUM TTOKa3aTeneii (yHKIIMKY BHEITHE-
ro npixanus (®BJI) moaydeHbl ClaeAyOLINe pe3yabTa-
Thl: cpennsiss @XKEJT y nereit ¢ HazaabHBIM MOJUIIO30M
cocraBuia 90,81 £19,85 %, y nereii 6e3 moaumosa —
85,77 £ 20,07 % (p = 0,004); ODPB, — 87,89 £ 21,92
u 83,02 £ 22,52 % cootBercTBeHHO (p = 0,0046), ipu 3TOM
cpaBHeHUE O0BEMHBIX MOKa3aTeseit (MJT) IPeaCcTaBIsIoCh
HelleIecoo0pa3HbIM B CBSI3W C pa3HOPOIHOM IO aHTPOIIO-
METPUUYECKUM XapaKTepUCTUKAM TPYIIIIoii neTeii 6—18 ner,
Yy KOTOPBIX TPOBOIMIIACH CITUPOMETPHSI.

JocToBepHO pa3inyayiicss 1 MUKPOOUOJOTNIECKU I
CTaTyc MallMeHTOB, OCHOBAHHBIN Ha BBIACICHUU I1aTO-
TEHHOI MUKPOMIIOPHI U3 HUKHUX AbIXaTeIbHBIX IMyTEH.
Tak, y neteii ¢ BepupuumrpoBaHHbiM XITPC yaie otme-
YaJI0Ch XPOHMYECKOE M MHTEPMUTTUPYIOIIee MHPULINPO-
Banue P, aeruginosa (p <0,01; p = 0,023 COOTBETCTBEHHO),
S. aureus (p <0,01), Bximrouass MRSA (p =0,01), ipu aToM
yacToTa BbiaeNeHus B. cepacia complex, HeTyOepKyJIe3HOM
MUKoOaKTepuu, S. maltophilia, A. xylosoxidans n HepepmMeH-
TUPYIOLLIEN rpaMoTpuLiaTebHON iopsl y aeteit ¢ XITPC
TaKKe MPEeBbIIIaia TAKOBYIO Y MAIIMEHTOB 0e3 Ha3aIbHOTO
MOJUIO03a, OMHAKO Pa3INUMsl 0Ka3aJI1Ch HEIOCTOBEPHBIMU
(=0,51;p=0,51; p=0,27; p = 0,07; p = 0,79 cooTBeT-
ctBeHHO). Cpenn ocioxHeHnit MB co cTOpoHBI aApyrnx
opraHoB u cucteM B rpyrme mauueHToB ¢ XITPC nocro-
BEPHO Yallle BCTPeYaarCh caxapHblii 1MabeT C MOTPeOHO-

PucyHok. JIuHamuka pacripocTpa-
HEHHOCTU XPOHMYECKOTO MOJIUIO03-
HOTO PUHOCHUHYCHUTA Yy IETeH ¢ My-
KOBMCIMI030M B 3aBUCUMOCTHU

OT BO3pacTa

[Mpumeuanue: XITPC — xpoHnYecKuit
MMOJIMITO3HbIN PUHOCHUHYCHT.

Figure. Prevalence of chronic rhi-
nosinusitis with nasal polyps in chil-
dren with cystic fibrosis depending
on the age
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CTBIO B €XEeIHEBHOM MpuMeHeHuM uHcyauHa (p < 0,01),
nopaxeHus neuenu (p < 0,01) kak ¢ popMupoBaHUEM
LIMPPpO3a ¢ TTOPTATBHOI TUTIePTEH3UEH 1 TUTICPCIUICHN3-
MoM (p <0,01), Tak m 6e3 TakoBoro (p < 0,01), ocTeomnopo3
(p <0,01). [Tpu 5TOM B OTHOLIEHUX TaKUX MPOSIBICHUI
MB, Kak MeKOHUEBbII UiIeyC, ajlepruieckuii OpoHxoJe-
TOYHBIN acIeprujuie3 U CUHAPOM JUCTAITbHON MHTECTH-
HaJIbHOI OOCTPYKILIMHU TTOAOOHBIX pa3IMUUii MEXTY rpyIIria-
MM He 3apuKcrpoBaHo. HanpoTus, cCHHAPOM MOTepU coneit
(niceBno-bapTrep) 3HAUMTENIBHO Yallle PErMCTPUPOBATICS
y nmaiueHToB 0e3 noauno3Hoi tpaHcgopmanu OHII
(p <0,01). B cxeme neuenns marmeHToB ¢ XITPC 3Haunmo
yalie UCIOJb30BaTUCh ATUTEIbHbIE (> 3 Mec.) KypChl BHY-
TpUBEeHHOI aHTUOakTepuaabHoit Teparuu (ABT) (p <0,01)
U TiepopaibHbIX MakpouaoB (p = 0,02), a TakKe BCe BUIbI
WHTAJISLMOHHON Tepanuu (TMIepTOHUYECKU COIeBOM
pactBop (p <0,01), unransiuronnsie ABIT (p <0,01), nop-
Haza aibda (p <0,01), MHTATSALIMOHHbBIE TTIOKOKOPTUKOCTE-
pounsl (p <0,01)) 3a uckIrOUEHUEM OPOHXOIUJIATATOPOB,
KOTOpbIE Ha3HAYAJIUCh C pABHOI YaCTOTOM B 00EUX TpyITnax
(44,01 1 45,63 % cootBeTcTBeHHO). Takke HE OTMEUYEHO
pa3Iuuunii B TOTPEOHOCTH B JIOTAIMM KUCIIOPOIA MEXITY
rpymnmnamu nauueHToB ¢ XITPC (1,68 %) u 6e3 TakoBOro
(1,36 %) (p = 0,59). OTHOCUTENIbHO OOJbILAS JieueOHAasT
Harpy3ka Ha rpyrny geteii ¢ XITPC Haiia cBoe oTpaxkeHue
B OOIIEH JUIMTEILHOCTH rocruTam3anmn — 31,46 + 13,01
nHs vs 23,01 £ 13,02 qust y neteit 6e3 XITPC (p <0,01).

Cpennuiit UMT B rpynme neteit ¢ XITPC u 6e3 TakoBo-
ro cocraBui 16,18 2,32 u 15,85 £ 3,80 cooTBETCTBEHHO
(p <0,01). Takum obpaszom, moxkaszateau OB/l u HyTpHU-
TUBHOTO CTaTyca HEOXMIAHHO OKA3aJIMCh JIYUIIe y TeTei
¢ XITPC nHa pone MB.

O6ecyxneHue

ITonuno3HbIli pUHOCUHYCUT Y POCCUICKUX aeTeit ¢ MB,
1o naHHabeIM Permctpa (2018), BcTpedaetcs ¢ yactoToii 27 %
¥ UMeeT TEHICHIINIO K 3KCITOHEHIINATLHOMY POCTY B I0-
IIKOJBHOM M MJIAIIIEM IITKOJIBHOM BO3pacTe, JOCTUTAS
pacnpoctpaHeHHOCTH 45 % B 16—18 JjieT, 4To coracyercst
C JaHHBIMM Psifia 3apyOEXKHBIX MCCIETOBAHUI. AHAJIOT MY -
HBIE pe3yIbTaThl IOIyYeHBI S.Schraven et al. B comocTa-
BUMBIX BO3pAcTHBIX rpyniax B 'epmanunm [13], ogHako
nHorga XITPC B cuity onpeaeneHHOM MoaMeHbI TIOHSATHI
otoxaectpisiercs: ¢ XPC. YuuTsiBasi, 4To pacnpocTpaHeH-
HOCTB TTocIieTHero Ha (hoHe MB ¢ camoro paHHeTo IeTcTBa
ctpemutcs K 100 %, MOXHO TyMaTh O HEKOTOPOIi 001l
runoauardHoctuke rmarojgoruu OHIT mpu MB.

ITpu saTom XTTPC, coryiacHO MoJlydeHHbIM JaHHBIM,
paccMaTpuBaeTcs KaK HeOJIaroNpUsITHBINA IIPOTrHOCTIYE-
CKUi1 (paKTOp B OTHOIICHUU TeUCHUsI OPOHXOJIETOYHOTO
MOpaxkKeHUsI MO HECKOJIbKUM IpuunHaM. Bo-mepBbix,
BCTPEYaeMOCTh HauboJIee YacTOro rTeHeTUUECKOTO BapraHTa
rena CFTR F508del B roMO3UTOTHOM COCTOSTHMM, OTHO-

Tabauua

Pe3yavmamut cpasnenus noxazameaeii (no KomopuiM 8bl6.4eHA 00CH0BEPHAS KOPPeAAUUS) Y NAYUEHM 08

C XPOHUYECKUM NOAUNO3HbBIM PUHOCUHYCUMOM U 0e3 marxoeoeo

Table

Comparison of groups of children with chronic rhinosinusitis with nasal polyps and without one

Mokasatenb ‘

Ll ¢ XMPC |

(only the indicators with a significant correlation)

fernGeaXPC |

p-value
| n =599 | n=1617 |

TexoTun F508del/F508del 197 (34,08) 464 (30,45) 0,03685
P. aeruginosa, xpoHnyeckoe MHGMLMPOBaHNE 203 (34,18) 364 (22,89) 0,00000
P. aeruginosa, MHTEPMUTTUPYHOLLEE TeYeHMe 116 (20,14) 250 (15,97) 0,02322
WHdbmumpoBanme S. aureus 406 (68,47) 905 (56,78) 0,00000
WHduumporanme MRSA 31(5,28) 47 (2,97) 0,01007
CuHppom nceBpo-baprepa 6(1,01) 78 (4,84) 0,00003
CaxapHbilil Auabet ¢ exeAHeBHLIM NPUMEHEHUEM UHCYNMHA 19 (3,19) 13(0,8) 0,00003
TMopaxeHue nevyenu 171 (28,64) 259 (16,05) 0,00000
Linppo3 neyeHn ¢ nopransHoM runepTeH3ven u runepenieHu3mMom 54 (9,05) 87 (5,39) 0,00178
MopaxeHue neveru Ge3 Lupposa 117 (19,6) 172 (10,66) 0,00000
Ocreonopo3 23 (5,32) 25(2,21) 0,00137
BHyTpuBeHHble ABI > 3 mec. 232 (39,26) 455 (28,21) 0,00000
Makponuabl BHYTpb > 3 Mec. 203 (34,29) 464 (29,05) 0,01806
WHransumum runeproHnyeckoro pacteopa > 3 Mec. 486 (81,96) 1107 (69,01) 0,00000
WHransumnoHHbie ABI > 3 mec. 332 (55,89) 618 (38,36) 0,00000
[lopHasa-anba 595 (99,5) 1570 (97,27) 0,00126
urKC > 3 mec. 97 (16,22) 167 (10,35) 0,00015

Mpumeyanme: MRSA (Methicillin-resistant Staphylococcus aureus) — MeTumunnHpesncTenTHbil S. aureus; XIMPC - XpoHuyeckuii nonunosHbiii puHocuHycuT; ABM - aHTibakTepuanbHsie npenapa-

Tbl; UTKC — MHransiLyOHHbIE FMHKOKOPTUKOCTEPOUABI.
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CSILIErOCs K «TsDKebIM» MyTaLusM [18], cpenu mamnyeH-
TOB JIETCKOTO BO3pacTa ¢ Ha3aJbHbIM ITOJIUTIO30M BBIIIIE.
Bo-BTOPBIX, MUKPOOMOJIOTMUECKIIA CTATYC AbIXaTETLHOTO
TpakTa ranueHToB ¢ XITPC npencraBiseTcss JOCTOBEPHO
XyIIIMM 32 cUeT 0oJjiee 4acToro MHGUIIMPOBaHUS OCHOB-
HBIMU OaKTepUaTBEHBIMU ITATOT€HAMU, KOTOPBIMU O0YCITOB-
JICHO TIPOTPECCUPOBaHIE OPOHXOJICTOUHOTO TIPOIIecca Py
MB, — P, aeruginosa, S. aureus (Kak MeTULIVUITAHIYBCTBH -
tenbHbIMU (methicillin-sensitive — MSSA), Tak u MRSA).
B-TpeThux, mponeMOHCTpUPOBaHHASI JOCTOBEPHO OOJIbIIAs
ITOTPeOHOCTH B cricTeMHOM ABT OITSITE 3XKe CBUICTEIECTBYET
0 OoJiee TSKEJIOM TTOpaXkKeHUM HIDKHUX OTHEJIOB PECIH-
paTopHoro TpakTa y nauueHToB ¢ XITPC u cooTHOCUTCS
¢ OoJiee BBICOKOM CpeHel NTUTebHOCTbIO TPeObIBaHUS
B CTaIlMOHAPE y OOJIbHBIX 3TOM rpyIibl. C OMHOI CTOPOHEI,
B KaXXIOM KOHKPETHOM CJIydae 00beM Teparuy He Bceraa
KOPPEIUPYET C TSKECThIO MOPaKEHUSI, a UHOT/IA SIBISIETCS
OTpaK€HUEM PETMOHATbHBIX OCOOEHHOCTEN JIeKapCTBEH-
HOro obecredyeHust U APyrux cyobeKTUBHBIX (DaKTOPOB.
C mpyroii CTOPOHBI, pe3yJIbTaThl, IOJYIeHHBIC Ha TTO100-
HOI1 BbIOOPKE, MPEACTaBIISIIOTCS KpaliHe perpe3eHTaTUB-
HbIMU. TakuM 00pa3oM, COMIACHO OMUCAHHBIM 3aKOHO-
MEpPHOCTSIM, €Ille pa3 IMMOATBEPXKIACTCS CBSI3b MH(PEKIIN-
OHHO-BOCITAJINTEJILHOTO MPOolIecca B BEPXHUX U HIDKHUX
oTzAesIax AbIXaTeIbHbIX MyTel, UYTO MO-TIPEKHEMY MTO3BOJISIET
paccMatpuBath OHII kak pe3epByap maToreHHOMW (hiophbl
1 CTOYHMK HUCXOISIIEH KOHTAMUHALINN.

OTtHocuTeIbHAsT COXpaHHOCTD nokasaresieit @B/ y nma-
uueHToB ¢ XITPC, Ha nepBbIii B3IJIsI, BCTYIAaeT B IPOTH-
BOpeYMe C ONMMCAHHBIMU 3aKOHOMEPHOCTSIMU. BeposiTHO,
5TO CBA3aHO C OTPaHNYECHUEM paccMaTpUBaeMOM KOTOPTHI
MMaIlMeHTOB IETCKIUM BO3PacTOM, TP KOTOPOM TpeOyeTCst
aHaJIU3 B BO3PACTHOM KOHTUHYYME, T. €. hOpMHUpOBaHUE
KJIMHUYECKU 3HAYUMO MPOrpecCupyloleil abixaTesib-
HOI HEIOCTAaTOYHOCTHU TPEOYET OTpeneIcHHOTO BpeMEeHH
1 MOXET HaOII0IaThCsl Y 3HAUYMMOM YaCTU MAIleHTOB
crapie 18 ner. Kpome Toro, Heo0X0AMMO YYUTHIBATh
TOT (hakT, uyto Aetu ¢ XITPC nosnyyarot 6osiee UHTEHCUB-
HYIO MHTISILIMOHHYIO TePAITHIO B BUIE MYKOIUTUIECKIX
MpenaparoB (1opHa3a anbda), TITIOKOKOPTUKOCTEPOUIOB
u uHraasiuuoHHbix ABIT. Hemoctatkom ucciaenoBaHust
aBJsgeTcsT oTcyTcTBre aHanm3a @BJI B rpymmax 001bHBIX
JIETCKOTO M OIPOCTKOBOTO Bo3pacTta rpu XPC u 6¢3 Ta-
KOBOTO, YTO, BO3MOXHO, SIBIJIOCH OBl ITONTBEPKACHUEM
CKa3aHHOTO.

OrtcyrctBue HeratuBHOTO BiausiHUsL XITPC Ha HyT-
PUTUBHBIN CTaTyC MOXET UMETh CXOTHBIC OOBSICHEHUSI.
I[ToMuMO 3TOTO, COTIACHO MOCIECTHUM JAaHHBIM O BIIMSI-
Huu cucteMHoit ABT Ha puck yBenuuyenust UMT, moxeT
00CyX/1aThCsl U TIOMOOHBIN MEXaHU3M, T. K. y TIallUEHTOB
C Ha3aJIbHBIM ITOJIUTIO30M OTMEUYeHA JOCTOBEPHO Ooee
BBICOKasI JieKapcTBeHHast Harpy3ka ABII.

IIpeobnaganue Takux ocioxHeHuit MB, kak nmopa-
JKEHHUe TeYeHU, ocTeornopol, MB-accounnpoBaHHbI
caxapHbIit quabet y geteir ¢ XITPC Bpsim 11 MOXHO Ia-
TOT€HETUYECKH OOBSICHUTh aHAJIOTMYHBIM 00pa3oM. Ox-
HAaKO CBOU BKJIaJ B Pa3BUTHE 3TUX OCIIOXKHEHUN SIBHO
BHOCUT MpeodianaHre roMo3uroT nmo BapuaHty F508del.
TeM He MeHee MPY 3TOM MOATBEPKIAETCS BO3MOXHOCTh
pPaccMOTPEHUST Ha3aJIbHOTO TTOJIMII03a B KAYECTBE TIPEIUK-
Topa bosiee Tsikeaoro TeueHust MB B 1ieiom.

3aknioyeHue

Takum 06pa3oM, TT0 JTaHHBIM HACTOSIIIIETO aHaJIN3a yCTa-
HoBJieHO, uto XITPC y nereit ¢ MB conpsizkeH ¢ OTHOCH-
TEJIbHO XYAIIMM MPOTrHO30M TeUeHUsI OPOHXO0JIETOYHOTO
MOPaXKEHUS ¢ YIETOM MUKPODIOPHI IBIXaTeIBHOTO TpaK-
Ta ¥ BBI3BAHHBIX €10 O0OCTPEHUIA, IIPU KOTOPBIX TpeOy-
1otcs moctossHHast ABT u rocrimranu3auuu, u 66JIbITM
YUCJIOM BHEJIETOUHBIX ocJioxkHeHuit M B. DToT dhakT moj-
>KEH YUMTBIBATHCS KaK JIeUallMI BpadaMy — CTICIIHaI-
cramu o MB, Tak 1 BpauaM1-0TOPUHOJIAPUHTOJIOTAMM,
BKJIIOUEHHBIMHU B TIPOIIECC TMHAMMYECKOTO HAOTIOACHUS
JMAHHBIX MALMEHTOB. YCUJIIEHWE MEXIUCLIUTIMHAPHOTO
B3aMMOICHCTBUS JaHHBIX BpauyeOHBIX CIIEIIMATbHOCTEIH,
BKJTIOUCHUE B IITAT IIEHTPOB M B Bpaueii-oToprHOIapuH-
TOJIOTOB, CBOEBPEMEHHAsI MapIIpyTU3allus IMallMeHTOB
B CMelMaJu3uPOBaHHbIE OTOPUHOJAPUHTOJOTNYECKe
crauuoHapsl [I—II1 ypoBHS mIst XUPYypruyeckoro je-
YEeHUSI OCTAIOTCS BaXKHOU, OMHAKO MOKA HE PELIeHHON’
3ajayeit.

H7ns1 ycTaHOBJIEHUS pacIpOCTPAHEHHOCTU U BIVSIHUS
Ha TeueHue MB He Tosbko XITPC, Ho n XPC B uenom,
TPEOYIOTCS HaTbHEUIIINE UCCIeTOBaHNS.
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