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AHHOMauyun

IepBuynas nunuapHas auckuuesus (I11[J]) — reHeTHUeCKU JIeTEPMUHHUPOBAHHOE 3a00JIEBaHUE, XaPAKTEPUBYIOIIEECS] HAPYIIEHUEM CTPYKTYPhI
1 GYHKIUY PeCHUYEK MepI[aTeIbHOTO AIUTeNs. XPOHUUECKUN Kalllesib, XPUIIbI, 0O0paTumMas 6poHxuaibHast 06cTpykius y 60spHbIX ¢ ITI/] Mmo-
TyT UMUTHPOBaTh OpoHXHanbHylo actMy (BA), mpuBoss k ommbkaM IMarHOCTUKYU U Tepanuu. Bmecre ¢ Tem coueranue [11]/] u BA, Bo3MOXKHO,
npezicTaBisieT coboi 0coOYI0 KIMHUYECKYIO CUTYalui0. B craThe mpejicTaBiieHsbl Ba KINHUYECKUX HAOIIIOIeHN IeTel ¢ TEHETHYECKU [TO/[TBEP-
skmennow ITIJT (myraruu B renax CCDC39 u DNAHS5), y KOTOPBIX IIPOBe/IeHIE JIOTIOJTHUTETHPHOTO 00C/IeZI0BAHS TIO3BOJIMIIO YCTAHOBUTD JIAAr-
Ho3 BA. HasHaueHue MHTa/IAIMOHHBIX IJIIOKOKOPTUKOCTEPOHIOB B KOMOMHAITUH C JUTUTEILHO eHCTBYIOIUMY [3,-arOHMCTaMH IIPUBEJIO K CTOH-
KOMY YJIyUIIIEHUIO COCTOSIHUS, CHIZKEHHIO YaCTOThI 0OOCTPEHHH ¥ MOBBIIIEHUIO TOJIEPAHTHOCTH K (hU3UUecKoi Harpy3ke. IIpe/icraBieHHbIE HA-
GJII0/IEHNsI TIOTYEPKUBAIOT HEOOXOUMOCTh KJIMHUYECKOW HACTOPOXKEHHOCTH B OTHOIeHNHU coueranus I11IJ] u BA, perysisipHoii QyHKIMOHATH-
HOH OII€HKH OPTaHOB JIBIXaHU U MH/IUBU/IyJIN3AI[UN TEPANIUU ¢ 003aTeIbHOU perjaMeHTanell Gusndeckoil Harpy3Ky U CIIopTa.
Karoueewvte caosa: niepBUYHas NWINAPHAS IUCKUHE3UsI, OPOHXHAIbHAS aCTMa, KOMOPOU/IHOCTh, KJIMHUYECKIE HAOJII0/IeHuUs, IETH.
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Abstract

Primary ciliary dyskinesia (PCD) is a genetically determined disease characterized by structural and functional abnormalities of the cilia of the
ciliated epithelium. Chronic cough, wheezing, and reversible bronchial obstruction in patients with PCD can mimic bronchial asthma (BA), lead-
ing to diagnostic and therapeutic errors. However, the combination of PCD and BA is possible and represents a special clinical situation. The ar-
ticle presents two clinical cases of children with genetically confirmed PCD (mutations in the CCDC39 and DNAH5 genes), in whom additional
examination allowed for the diagnosis of BA. The prescription of inhaled glucocorticosteroids in combination with long-acting f,-agonists led to
a sustained improvement in their condition, a reduction in the frequency of exacerbations, and an increase in exercise tolerance. The presented
cases highlight the need for clinical awareness of the combination of PCD and BA, regular functional assessment of the respiratory system, and
individualized therapy with mandatory regulation of physical activity and sports.
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epBUYHAsA IunuapHas auckuHesus (ITI/1) — penkoe  HUA, B OCHOBE KOTOPOTO JIEXKUT HAPYIIEHHE CTPYKTYPHI U
(gacroTa OT 1 Ha 2265 /10 1 HA 40 000 HaceJeHusa) re-  (QYHKIUN PECHUYEK MEePIATEIBHOTO SIIUTEIH, YTO IIPUBO-
HETUYECKU JIETEPMUHUPOBAHHOE 3a00JIEBaHME C IIPEUMYy- JHUT K CHIDKEHUIO 3(PdEKTHBHOCTH MYKOIIWIHAPHOTO KJIU-
II[ECTBEHHO ayTOCOMHO-PEIIeCCUBHBIM THIIOM HAaCjIe/l0oBa- PEeHCA, XPOHUYECKUM HHMEKIHUAM JbIXaTeJbHBIX ITyTeH,
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MpepnKTNBHaA WKana ana sbiasneHna cumnromos MU PICADAR [4]
PICADAR predictive scale for detection of primary ciliary dyskinesia symptoms [4]

Bonpoc bann
Poauncs nauneHT fOHOLWEHHbIM? 2
Bbiny 1 y nauyeHTa pecnrpaTopHble CUMMATOMbI B paHHEM HEeOHaTallbHOM Mepuoge (TaxMrnHo3, Kallesb, MTHEeBMOHNSA)? 2
Bbin v nauyeHT rocnMTanm3npoBaH B OTAENEHVE NHTEHCVBHOW Tepanumn HOBOPOXAEHHbIX? 2
MmeeTca nn y nauyeHTa aHoMasibHOe PacrosioxeHne BHYTPEHHMX OpraHoB (0bpaTHoe unmn HeonpepeneHHoe)? 4
VimeeTcAa nn y naumeHTa BPOXAEHHbIN NOPOK cepAua’? 2
VimeeTca nn y naumeHTa KpyrnorognuyHblin puHnT? 1
MmetoTca vy naumeHTa XpOHMYeCKMe CUMNTOMbI CO CTOPOHbI OpraHa ciyxa: SKCCy[aTUBHbIN OTWT, CEPO3HbI OTUT, CHUPKEHME CIyXa, 1
nepdopaums 6apabaHHON NepenoHKn?

OpOHXO3KTa3aM U IIOCTEIEHHOMY CHIKEHHUIO (DyHKIUU
serkux. ITIJ] compoBoxkiaercsi OOGPATHBIM PACIIOJIOXKe-
HHEM BHYTPEHHHX OpraHos (cuuapom 3usepra—Kaprare-
Hepa) B 35% cirydaeB. 3a pazsurue [11]/] oTBeTcTBEHHHI (0-
Jiee 50 reHoB [1, 2]. Yeranasausaror guaraos I1L[JT Ha oc-
HOBaHUU JAHHBIX aHAMHE3a, OLEHKH >5 6aJ/UIOB IO IIpe-
nuktuBHOH 1mKaie PICADAR (PrImary CiliAry DyskinesiA
Rule), o koTOpOIi OIIEHNBAIOT NAIMEHTOB, UMEIOIUX TIEP-
CHCTUDYIOIINH BJIXKHBIN Kaliess (cM. TabIuIly), pesysbTra-
TOB CBETOBOH W 3JIEKTPOHHON MHUKDOCKOIIMH MepIaTesib-
HOTO SIUTEINS U TeHeTUYECKOr0 CCIeI0BaHuA [1—4].

B cBA3M ¢ HAIMYMEM KalllyIsl, OABIIIKY IIPpU (GU3UIECKOH
HarpysKe, BJIQXKHBIX /WA CyXUX XPHUIIOB IIPH ayCKyJIbTa-
[IUY JIETKHUX, 00PaTUMOH OOCTPYKIIMH JIbIXaTeIbHBIX IIyTeH
zetu ¢ ITIIJT B HEKOTOPBIX CIydasdx OMKUOOYHO paccMaTpH-
BAIOTCA KaK MAIMEeHThl ¢ OpoHXuaibHOU actmoit (BA), uro
MIPUBOJUT K JITUTEJILHOMY U Hea(Q(HEeKTUBHOMY IpHUMeHe-
HUI0 UHTAJISIIUOHHBIX IIIoKoKopTukocreponioB (MUT'KC) u
6porxoiuTHKOB [5-7]. C ApYroii CTOpOHBI, coyeTaHue
I/ u BA Takke BO3MOKHO, YTO CYILLIeCTBEHHO OCJIOXKHSET
JINaTHOCTUKY U BBHIOOD Teparuu [6].

IMennb — mpejcTaBUTh KIWHUYECKUE HAOJIIONEHUs JIBYX
nereti ¢ coueranuem 111 u BA, remoHcTpupyroye aguar-
HOCTHUYECKUE U TePAIIeBTHUYECKUE CJIOKHOCTH BEJEHUS Ta-
KHX [TalleHTOB.

KnuHunueckoe Habnogexve 1

Masbunk A., 8 jieT, pOXKIeHHBIA OT 2-i GepeMeHHOCTH
(1-s1 GepeMeHHOCTb — MaJIBYUK, 3/I0POB), IPOTEKaBIIel 6e3
OCJIO’KHEHUH, 2-X CAaMOIPOU3BOJIBHBIX POZOB Ha 39-U He-
zese. Macca Tejyla Ipu POXKAEHUH 3900 T, JUIMHA 52 CM.
Ouenka no mkaie Amnrap 7/8 6awioB. Ilocie poxxieHusa
HAaxOJIWJICA B OTJEJIEHUH PeaHUMallUl U WHTEHCUBHOU Te-
panuy HOBOPOXK/IEHHBIX II0 IIOBOAY BPOXK/IEHHOU ITHEBMO-
HUHY, IOJIyYayl PECHUPATOPHYIO Tepamnui. B rpysiHoM u
paHHEM BO3pacTe OTMEYIHNCh 3aMe/IJIEHHbIE TEMIIBI POCTa.
VI3 aHamMHe3a U3BECTHO, YTO C 1 MEC OTMEYAIOTCS JacThble
006CTPYKTUBHBIE OPOHXUTEHI (BCEro IIepeHec >10 pas), KOTo-
pble KYIHPOBAINCh WHTUIAIMOHHBIMH OPOHXOJIUTHKAMH,
UTKC; KpyryIOTOAMYHBIA PUHHUT, YacThble SIIHU30/1bI DKCCY-
JIATUBHOT'O OTHUTA, XPOHUYECKUH BJIAXKHBIN Kallesb. B pam-
KaX IJIAHOBOH TOCHUTAIN3AIUU B 6 JieT ObLIa IIPOBE/ieHA
moroBas npoba — OTpUIATesIbHAsA, KOMIIBIOTEPHAS TOMO-

Puc. 1. IBycTOpoHHUE 6poHX03KTa3bl no AaHHbIM KT OrM

y manbuuka A. 8 net c MU (akcnanbHaa npoekuymnsa).

Fig. 1. Traction bilateral bronchiectases according to chest CT in a 8-year-old
boy A. with PCD (axial view).

rpadus (KT) opranos rpyauoi nosoctu (OT'IT) — 6e3 nato-
saorun, KT npuaaTouHbIX Ma3yxX HOCA — IPU3HAKU MTOJIUCHU-
HyCHUTa. YUUTBIBAsA YPOBEHDb 03MHODIIIOB 320 KJI/MKJI B
KJIMHIYECKOM aHaJIn3e KPOBHU, YPOBEHb OOIIEro UMMYHOT-
snobynuHa E 1104 ME/Mi1, y peberka ObLia 3amoso3peHa
BA. Tlepuoguuecku nosydan koporkue kKypcesl UTKC u
OpOHXOJIUTHKOB IIpH OpOHXUTE ¢ GPOHXO0OGCTPYKTHBHBIM
curzipomom (BOC). [Ijis1 yrouHeHus AMarHO3a MPOBeZieHa
CIHPOMETPUSA ¢ GPOHXOAMIATAIIMOHHON TPOOOH — OTpHIIa-
TenpHadA. [losydan mpoOHyI0 Tepamuio OyJECOHHIIOM B
TEeYeHHEe 3 MeC ¢ He3HAYUTEJIbHBIM II0JI0KHUTEJIbHBIM 3(-
exrom — snmzoasr BOC oTMeuanuck pexe, Kaleab coXpa-
HAJCA. YYHUTHIBAsg HAJIUYHE XPOHUYECKOI'O BJIAIKHOTO
Kalid, B 8 JieT IpoBe/eHa OLEHKA IO IPEAUKTUBHOU
miasie PICADAR (8 6asyioB), B ¢BSA3K ¢ YeM ObLJI TOCIIATA-
JIN3UPOBAH B IIyJIbMOHOJIOTHYECKOEe OT/esieHue Mopo3oB-
CKOHM JIeTCKOW TOPOJICKOW KJIMHUYECKOW OOJIbHUI[BI
r. Mockssl. [Tpu npoBesennu KT OI'Tl GbutH BBIABJIEHBI
OPOHXO03KTa3bI CPEAHEH JI0JIN IIPABOTO JIETKOTO U A3BIYKO-
BBIX CETMEHTOB JIEBOTO JIETKOTO (pHC. 1).

VuursiBag oneHky 8 6ayuioB no mkaite PICADAR, pe-
synbratel KT OI'TI, mpoBeieHO MOJTHOYK30MHOE CeKBEHHU-
poBaHMe, II0 pe3yJbTaTaM KOTOPOTO B 9K30HE 13 TeHA
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CCDC39 BwIsIBJIEH HYKJIEOTUJIHBIN BapuwaHT c.1874G>T
(chr3:180641993C>A; NM_181426.2) B TOMO3UTOTHOM CO-
CTOSHUH, NPUBOJAIINN K aMHUHOKHCJIOTHOMY BapHUaHTY
p.S6251. B coorBercTBUU € poccuiickuM PykoBozcTBOM 11O
UHTepIpeTaluN JJaHHBIX ITocaegoBarensbHocTy JJTHK geso-
BeKa BBIABJIEHHBIH HYKJIEOTH/IHBIM BapHAHT CJIEZyeT pac-
[IeHUBaTh KaK BEPOSATHO IIaTOTEHHBIN, HA OCHOBAHUU YE€TO
6bw1 ycraHoBiieH nuarao3 [II1/]. B cBsa3u ¢ coxpaHSAOmU-
mucs snuzogamu BOC ¢ 6b1cTppiM 9 dexToM 6POHXOIUTH-
YEeCKOW Tepaluy IPOBEZIEHbI aJlyIeproodciieloBaHue U I110-
BTOpHAsA CIIHPOMETPHA ¢ OPOHXOAUIATAIIMOHHON IIPOOOW:
BBIIBJIEHA CEHCUOMWIN3AIUA K SIINIePMaIbHBIM, IIUIEBBIM
U IIBUIBIIEBBIM aJIJIepreHaM, mpoba ¢ caap0yTaMosIoM I10J10-
skuTesbHAsA (IpUpOCT 00beMa (HOPCUPOBAHHOTO BBIZIOXA 32
1-10 ceKyHAy >12%). Ha OCHOBaHHY IIOJIyYeHHBIX Pe3ysIbTa-
TOB OBLJ yCTAaHOBJIEH JarHO3 BA, Ha3HaueHa 6a3ucHas Te-
panua III crymeHu B COOTBETCTBUH C PEKOMEHJAUAMU
GINA [8] — 6yneconus + popmorepost (Cumbukopt Pamu-
XaJIep CO CIIeHCepOM) € ITOJIOKUTETBHBIM 3D HEKTOM — SIIH-
30161 BOC npekpaTuinch, TOBBICUIACH TOJIEPAHTHOCTh K
¢dbusnueckoii Harpyske. HabrofeHue 3a HarueHToOM IIPO-
JIOJKaeTcs.

KnuHnuyeckoe HabnogeHue 2

Masbuuk H., 5 JieT, poK/eHHbIN OT 1-i GepeMeHHOCTH,
IpoTeKaBlIed 6e3 OCJIOKHEHUH, 1-X CaMOIPOU3BOJIBHBIX
pOZlOB Ha 40-1 Hezesie. B aHamMHe3e oTMevasnch 4acTble
anu3ozb! 6poHXUTOB ¢ BOC ¢ mooxuTenbHbIM 3¢ deKToM
OT Tepaluy MHTAIANNOHHBIMU OporxosmnTukamu u UT'KC,
HEO/THOKPATHBIE TOCIUTAIN3AIUN B CBA3U C JbIXaTeJIbHON
HEJIOCTaTOYHOCTBIO 1—2-H CTEIleHU, BO BpPeMs KOTOPBIX
OBLJIO BBISIBJIEHO 3€PKAJIbHOE PACIIOJIOXKEHUE BHYTPEHHUX
opraHoB (situs inversus); puc. 2.

Puc. 2. PeHTreHorpaMmma opraHoB rpyAHoOI KNeTKn Manbumka H.

5 neT: peKcTpoKapAaus, ra3oBbiii Ny3bipb XKelyAKa PacrnosioXKeH
cnpaBa, nevyeHb - aieBa (cuHapom 3uBepta-KaprareHepa).

Fig. 2. Chest X-ray of an 5-year-old boy N.: dextrocardia, the gastric air
bubble is located on the right, and the liver is on the left (Siewert-Karta-
gener syndrome).

y -

Omenka o npenuktuBHOU mkane PICADAR cocraBmia
10 6asutoB. YUHThIBAas IIOJIyYeHHBIE PE3YJIbTAThI, B BO3-
pacre 6 Mec OBLIIO IPOBEIEHO MOJIEKYJIAPHO-TEHETUIECKOE
uccienosanue. [1o pesdysnpraraM IOJTHOSK30MHOTO CEKBe-
HUPOBAHUS BBIABJIEHBl OWAJI/IeIbHbIE BAapDUAHTHI B TeHe
DNAHb5: paHee onMCaHHAsA WHCEPIHUA CO CABUIOM PaMKHU
CUUTBIBAHUA, HYKJIEOTHAHBIH BapuaHT c.13458dup
(chr5:13701316T>TA; NM_001369.3) B TeTepPO3UTOTHOM
COCTOSHUY, IIPUBOJANINN K aMUHOKHCJIOTHOMY BapHAHTY
p-N4487%*. B cooTBeTCTBUU € pOCCHMCKAM PyKOBOACTBOM
110 MHTepIpeTaluy JaHHbIX ITocaefoBareabHocTy JJTHK ve-
JIOBEKA BBIABJIEHHBIN HYKJIEOTH/HBIM BapHUaHT CJe/yeT
pacrieHnBaTh Kak IIaTOTeHHBIN U paHee He ONUCAHHBIN UH-
TPOHHBIH BapuaHT c.11212-4A>G (chr5:13737499T>C;
NM_001369.3) HEU3BECTHOIO KJIMHHYECKOIO 3HAYEHUS.
Bbl1 IpoBesieH aHaIN3 Hac/le/I0BaHNs BAPUAHTOB OT PO/IH-
TeJiel, KOTOPHIH IO TBEP/AWJI TPAHC-TIOJIOXKEHNE BapUaH-
TOB. Ycra"ossieH auarHo3 «III /I, cunzgpom 3uBepra—Kap-
TareHepa». Takxe pebeHOK HaOII0ZjasICA 10 TIOBOY aTOIIH-
YeCcKOTo JiepMaTHTa.

Hecmotpa Ha nmposogumyroo Tepanuio IIIJI, xoropas
BKJIIOYAJIA JIDEHAXKHBIM Maccak, /IbIXaTeJbHYI TI'MMHA-
CTUKY, IIepUOAUYECKH OTMedanuch 3nu3o4sl bOC ¢ mo-
JIOKUTENbHBIM 3¢G¢dEeKTOM OT Tepaluy HHTaIANUOH-
HbeIMu Oponxonutukamu u WUT'KC. Ha ocHoBaHuUM mpo-
ABJIeHHUH y pebeHka penuausupyomero BOC 6pu1a 3amo-
nospeHa BA. B Bospacre 5 jieT pebeHKy BBIIIOJIHEHA CIIU-
poMeTpusA ¢ IPoOOH ¢ GPOHXOJIUTUKOM — IIOJIOKUTEIb-
Has (mpupoct o6beMa GOPCHUPOBAHHOTO BBIJIOXA 32 1-10
cexyH/y >12%), 10 pe3yJbTaTaM ayyieproobcsieoBaHusA
ceHCUOMWIN3anua K WHTIAUOHHBIM aJlJIepreHaM BbI-
sABJIeHA He ObLIa. YYNUTHIBasA HAIUYUE y peOeHKa aToIu-
4YecKOro JiepMaTuTa, 4acTeiX snu3040B BOC, mosoxu-
TespHOTO 3¢ dexra oT npumeHenus MI'KC, pesynabrarsl
cuupoMeTpuH, ObUI ycTaHOBJIEeH nuarHo3 BA. Ha done
6asucnoii Tepanuu III crynenu nmo GINA [8] — Gyzaeco-
Huz + popmorepon (Cumbukopr Panuxanep co cuefice-
pom) — snuszonsl BOC Gosibllle He PErHCTPUPOBATIHUCE,
yAy4IInaIach IEePeHOCUMOCTh (U3NYECKONH Harpy3KH.
HabmoneHne 3a manueHTOM IPOJOJIKAETCA.

O6cyxpeHue

HecmoTpsi Ha HaJiMuKe CYyIECTBEHHBIX OTJIUYUN MaHU-
decranuu BA u ITLJ] (Bo3pact 1e6ioTa; XapakTep Kaluis —
cyxoii mpu BA, Bnaskub1ii npu IT1/T; comyTerByromue 3a60-
JIEBAHUS U MPOSIBJIEHUsI — aTONUYecKue 3a00eBaHusl [IPU
BA, OpOHX05KTa3bl, Yalle B CPeIHEH /10J1e, A3BIUKOBBIX CET-
menTax npu II1J]; adpdexT npoTuBoacTMaTUIeCKON Tepa-
nun), auddepeHIuagbHas IUarHoCTUKa TaHHBIX 3a00Jie-
BaHMH MOJKET BBI3BIBATH CJI0XKHOCTH, CBA3aHHBIE C
OTpaHWYEHUEM JIMaTHOCTUYECKIX BO3MOXKHOCTEHN: TPYAHO-
JIOCTYIIHOCTBb CBETOBOH U 3JIEKTPOHHON MUKDPOCKOITHY Mep-
[IaTEeJIPHOTO PECHUPATOPHOTO SIIUTEJIHA, CIITPOMETPHUU IO
MECTY JKUTEIbCTBA, CJIOKHOCTH B KOPPEKTHOM IIPOBEIEHUU
JaHHBIX UCCIEJOBAHNH, BEICOKASI CTOMMOCTh FT€HETHUECKUX
HCC/IEIOBAaHUH.

Kinnnueckoe Habsomenne Maabunka A. 8 jier 1eMoH-
CTPUPYET TPY/(HOCTU JUATHOCTUKK U Tepanuu Kak BA, Tak
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u IT1 /1. XpoHUdYecKu BIQKHBIN KaIlleIh CBA3BIBAIN C HA-
JM4YyeM IIOCTHA3aJIbHOTO 3aTeKa, W peOeHOK IoJsIydas
JINIIp CUMIITOMATHYECKyI0 Tepanuio. Vmeromuecs penu-
nuBupylomuye 6pouxutsl ¢ BOC B anHaMHe3e B KOMILJIEKCE €
JIDYTHIMU IIPOSIBJIEHUSMH y?Ke YKa3bIBAJIN HA BO3MOKHOCTD
BA, a Heocrarounast 3 GeKTUBHOCTH OyIeCOHH/IA B Jieue-
HUHU peryiuBUpyIomux 6poaxuToB ¢ BOC 6pLia cBsA3aHa C
HEeCOOTBETCTBUEM cTyneHH Tepanuu BA o GINA [8] u Ha-
sureM comyrerBywomein TTIJ]. Kiunuueckoe Habs0/1€e-
HHe Mastbunka H. 5 jIeT 1eMOHCTpUpYeT TUIIOANATHOCTUKY
BA, BosmoxxHyt0 u nipu ITII/I.

YunreiBasg HeUTpodUIBHBIN TUI BocriasieHus npu IT1/],
JIAHHBIH MarHO3 MOXKET CTaTh IPUYNHOU OMIMOOYHOrO HC-
kmoueHuss BA, fyA KOTOpPOH XapaKTepeH NIpeuMylie-
CTBEHHO 503MHO(DUIBHBIN THI BocnasieHus. OHaKo oco-
6ennoctu narorenesa I1I1/], compoBokaatomelics cTa3oM
aJUIEPTeHOB HA CJIM3UCTON 000JIOUKE JIbIXaTeIbHBIX IIyTeH,
MOTYT CIOCOOCTBOBATh BOBHHUKHOBEHHIO H03UHO(DIIBHOTO
BOCHaJIeHus1, 00ycioBauBawiero manudecramuo BA [9].
Corimacio gasHbIM A. Owora u coaBrt. IIII/I moBbIIIaeT
puck pazsutus BA B 9 pa3 (oTHOIIEHUE IIAaHCOB 9,65; 95%
JIOBEPUTEJIbHBIN UHTEPBAT 5,20—17,90; p<0,01) [10].
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3aknioueHne

HecmoTpss Ha HU3KYI0 PaCIPOCTPAHEHHOCTHh B IIOILYJIA-
MY, HEOOXO/IMMO UMETh KJIMHHYECKYI0 HACTOPOKEHHOCTD
B orHomeHuu IIII/I. B kauecTBe CKPUHHHIAa MOXHO HC-
nonb3oBaTh npeaukTuBHy0 wmkanry PICADAR. Hanuuune
penunuBupyomux 6porxutos ¢ BOC y nanuentos ¢ ITI/]
SIBJIIETCSI BECKOM IPUYUHOHN I NPOBEJEHUS JUarHo-
ctuku BA. HazHaueHne mpoTHBOACTMAaTUYECKOH Tepanuu
II03BOJIAET ITOBBICUTH TOJIEPAHTHOCTh K (PU3WUYECKOH Ha-
rpy3Ke, PEKOMEeH/IyeMOH KaK BayKHBIM KOMIIOHEHT BeZIeHUs
60JIBHBIX ¢ OPOHXOIKTA3aMHU.

Kongauxm unmepecos. ABTODHI 3asBJIAIOT 00 OTCYTCTBUM KOH(MIIMKTA HHTEPECOB.

Conflict of interests. The authors declare that there is not conflict of interests.

Dunancuposanue. Vicese[0BaHne BBIIOTHEHO 6e3 CIIOHCOPCKOM IIO/ZIEPIKKH.

Acknowledgements. The study had no sponsorship.

Coomeemcmaue nHopmam smuku. ViHbopMUPOBaHHOE COIIACHE OT POUTENIeH Ha-
LIMEHTOB MOJIy4YeHo. McelenoBanue IPOBOAUIOCH B COOTBETCTBUU € IIPUHITUIIAME XeJTb-
CHHKCKOU JIeKJIapaliyu.

Compliance with ethical standards. The patients submitted the informed consent.

The study was conducted in accordance with the principles of the Declaration of Helsinki.

4. Behan L, Dimitrov BD, Kuehni CE et al. PICADAR: a diagnostic predic-
tive tool for primary ciliary dyskinesia. Eur Respir J 2016;47(4):1103-
112. DOI: 10.1183/13993003.01551-2015

5. Levine H, Bar-On O, Nir V et al. Reversible Bronchial Obstruction in
Primary Ciliary Dyskinesia. J Clin Med 2022;11(22):6791. DOI:
10.3390/jcm11226791

6. Zein J, Owora A, Kim HJ et al. Asthma Among Children With Primary
Ciliary Dyskinesia. JAMA Netw Open 2024;7(12):e2449795. DOI:
10.1001/jamanetworkopen.2024.49795

7. Despotes KA, Zariwala MA, Davis SD, Ferkol TW. Primary Ciliary Dyskine-
sia: A Clinical Review. Cells 2024;13(11):974. DOI: 10.3390/cells13110974

8. Global Initiative for asthma (GINA): Global strategy for asthma manage-
ment and prevention. 2025. Available at: http://www.ginaasthma.org

9. Gaston B, Smith LA, Davis MD et al. Antigen stasis and airway nitrosative
stress in human primary ciliary dyskinesia. Am J Physiol Lung Cell Mol
Physiol 2024;326(4):L468-L476. DOL: 10.1152/ajplung.00208.2022

10. Owora A, Gaston B, Marozkina N. Asthma in primary ciliary dyskinesia:
A local airway response rather than a feature of systemic allergic re-
sponse. Eur Respir J 2024;64(68):PA3139.

WHOOPMALMA 06 ABTOPAX

Kapnenxo Makcum AaexkcaHOpoeuu — KaHJ. MeJl. HayK, JIOI.
kad. nmepmarpun Mepunuackoro mHceruryra ®TAOY BO PY/IH.
E-mail: karpenko.ma@mail.ru; ORCID: 0000-0001-7937-722X

Oegcannuxos mumpuii IOpvesuu — 1-p mMea. Hayk, npod., 3aB.
kad. neguarpun Menunuackoro naeruryra @I'AOY BO PY/IH, Bpau-
nynasMoHosor IT'BY3 «Moposzosekass JITKB /I3M». E-mail: ovsyan-
nikov_dyu@pfur.ru; ORCID: 0000-0002-4961-384X

CmpeavHukosa Baaepus AaexceeeHa — accuUCTeHT Kad. menu-
arpuu Megununckoro naerutyra ®I'AOY BO PY/TH, Bpau-myipMOHO-
sor I'BY3 «Mopososckaa II'KbB ISM».

E-mail: doc.strelnikova@mail.ru; ORCID: 0000-0002-2082-5531

INFORMATION ABOUT THE AUTHORS

Maksim A. Karpenko — Cand. Sci. (Med.), Associate Professor, Med-
ical Institute, Patrice Lumumba Peoples’ Friendship University of Russia.
E-mail: karpenko.ma@mail.ru; ORCID: 0000-0001-7937-722X

Dmitry Yu. Ovsyannikov — Dr. Sci. (Med.), Professor, Head of the
Department of Pediatrics, Medical Institute, Patrice Lumumba Peo-
ples’ Friendship University of Russia; pulmonologist of Morozovskaya
Children’s City Clinical Hospital. E-mail: ovsyannikov_dyu@pfur.ru;
ORCID: 0000-0002-4961-384X

Valeriia A. Strelnikova - Assistant, Department of Pediatrics,
Medical Institute, Patrice Lumumba Peoples’ Friendship University of
Russia; pulmonologist of Morozovskaya Children’s City Clinical Hospi-
tal. E-mail: doc.strelnikova@mail.ru; ORCID: 0000-0002-2082-5531

| KTUHWYECKMNIA PA3BOP B OBLUEA MEAULMHE | TOM 6 | No11| 2025 | Clinical review for general practice | VOL. 6 | No. 11| 2025| 19



Knuunueckmit anyyait / Clinical Case

Koazanoea Hamaausa HzopeeHa — acnupaHT Kad. NepuaTpuu
Mepunuackoro naeruryra ®I'AOY BO PY/IH, Bpau-negumarp I'BY3
«Mopo3zosckasi JITKB JI3M». E-mail: kolganova-ni@rudn.ru; ORCID:
0000-0001-6923-6060

Manavuues One2 I'ennadveguu — accucreHT kad. neguarpuu Me-
nunuHckoro uHerutyta ®T'AOY BO PY/IH, Bpau-mysiemoHosor I'BY3
«Mopo3zosckasi I'KB I3M». E-mail: omalyshevo3@vk.com; ORCID:
0000-0003-1174-0736

Povrree Tumodgheit Anopeesuu — cryjient jgeuebHoro pak-ta Meau-
nuackoro uHcrutyra ®TAOY BO PY/IH. E-mail: kwensy@mail.ru;
ORCID: 0009-0004-2082-0783

CamyHnoxcan fna ApmeHaxoeHa — CTyZieHTKa jiedebHOTO (hak-Ta
Meununckoro naerutyra ®TAOY BO PY/IH. E-mail: yanasamun-
jan@mail.ru; ORCID: 0009-0005-9878-7140

Poimaps Mapusa AnekcanHodpoeHa — CTy[ieHTKa jiede6Horo dak-Ta
Mepunuuckoro uHctutyra O®TAOY BO PYJH. E-mail:
marusyarym7@gmail.com; ORCID: 0009-0000-7959-3555

Bozosesaenckana AHacmacus /IJmumpueeHa — CTy/ieHTKa jieued-
Horo (ax-ra Menuiuuckoro uHeruryra ®TAOY BO PY/IH. E-mail:
nastya21062002@gmail.com; ORCID: 0009-0000-3444-4804

Konaxuna Aaena /IJmumpuesHa — CTyJieHTKa jiedebHOro dak-Ta
Mepununckoro uaetutyta ®TAOY BO PYTH. E-mail: alna.konyakhi-
na.o2@mail.ru; ORCID: 0009-0004-5838-9909

Bbaaxuna Auna BaadumupoeHa — opauHaTop kad. 1epMaToBeHe-
POJIOTHH, KOCMETOJIOTUH U QJUIEPTOJIOTUU MeIUIIMHCKOTO HHCTUTYTA
®r'AOY BO PYJIH. E-mail: anya.blakhina@mail.ru; ORCID: 0009-
0002-1224-5489

JIo606 Anodpeit Huxoaaesuu — Ji-p Mef. HayK, npod., kad. peabu-
JINTAIMH, CIIOPTUBHOM MEIUIIMHBI ¥ (DU3UUECKON KyIbTypbl IHCTHUTY-
Ta npodunakruueckoit Mexunuasl uM. 3.I1. CosmoBbeBa ®TAOY BO
«PHUMY um. H.1. Iuporosa». E-mail: a_lobov@mail.ru; ORCID:
0000-0003-2088-6139

IIywukxoe Anexkcandp Anexceesuu — KaHyl. OMOJI. HAyK, BeJ]. HAyY.
coTp. 1a6. MeguIHCKo# reHomuku OIAY « HMUI] 370poBbs AeTei».
E-mail: pushkovgenetika@gmail.com; ORCID:0000-0001-6648-2063

Casocmvanos Kupuan Bukmoposuu — i-p 61oJI. HayK, Hadajib-
HUK MeZINKO-TeHETHYeCKOTO IIeHTPa, 3aB. J1a0. MEUIUHCKON TeHOMU-
xu ®TAY «HMUII 310poBss feTeii». E-mail: savostyanovkv@nczd.ru;
ORCID:0000-0003-4885-4171

Iocmynuaa e pedaxyuio: 31.10.2025
ITocmynuaa nocae peyeH3uposaHus: 05.11.2025
Hpunsma x nybaukayuu: 06.11.2025

Nataliya I. Kolganova — Postgraduate Student, Department of Pe-
diatrics, Medical Institute, Patrice Lumumba Peoples’ Friendship Uni-
versity of Russia; pediatrician of Morozovskaya Children’s City Clinical
Hospital. E-mail: kolganova-ni@rudn.ru; ORCID: 0000-0001-6923-
6060

Oleg G. Malyshev — Assistant, Department of Pediatrics, Medical
Institute, Patrice Lumumba Peoples’ Friendship University of Russia;
pulmonologist of Morozovskaya Children’s City Clinical Hospital.
E-mail: omalyshevo3z@vk.com; ORCID: 0000-0003-1174-0736

Timaofey A. Rylev — student of the Faculty of Medicine, Patrice Lu-
mumba Peoples’ Friendship University of Russia. E-mail:
kwensy@mail.ru; ORCID: 0009-0004-2082-0783

Yana A. Samunjan — student of the Faculty of Medicine, Patrice Lu-
mumba Peoples’ Friendship University of Russia. E-mail: yanasamun-
jan@mail.ru; ORCID: 0009-0005-9878-7140

Maria A. Rymar — student of the Faculty of Medicine, Patrice Lu-
mumba Peoples’ Friendship University of Russia. E-mail:
marusyarym7@gmail.com; ORCID: 0009-0000-7959-3555

Anastasiya D. Bogoyavlenskaya — student of the Faculty of Medi-
cine, Patrice Lumumba Peoples’ Friendship University of Russia. E-mail:
nastya21062002@gmail.com; ORCID: 0009-0000-3444-4804

Alena D. Koniakhina - student of the Faculty of Medicine, Patrice
Lumumba Peoples’ Friendship University of Russia. E-mail:
alna.konyakhina.o2@mail.ru; ORCID: 0009-0004-5838-9909

Anna V. Blakhina — Resident of the Department of Dermatovenere-
ology, Cosmetology and Allergology of the Medical Institute, Patrice
Lumumba Peoples’ Friendship University of Russia. E-mail:
anya.blakhina@mail.ru; ORCID: 0009-0002-1224-5489

Andrey N. Lobov — Dr. Sci. (Med.), Professor, Department of Reha-
bilitation, Sports Medicine and Physical Culture, Institute of Profes-
sional Education, Pirogov Russian National Research Medical Univer-
sity. E-mail: a_lobov@mail.ru; ORCID: 0000-0003-2088-6139

Aleksandr A. Pushkov — Cand. Sci. (Biol.), Leading Researcher at
the Laboratory of Medical Genomics, National Medical Research Cen-
ter for Children’s Health. E-mail: pushkovgenetika@gmail.com;
ORCID: 0000-0001-6648-2063

Kirill V. Savostyanov — Dr. Sci. (Biol.), Head of the Medical Gene-
tic Center, Head of the Laboratory of Medical Genomics, National
Medical Research Center for Children’s Health.

E-mail: savostyanovkv@nczd.ru; ORCID: 0000-0003-4885-4171

Received: 31.10.2025
Revised: 05.11.2025
Accepted: 06.11.2025

20 | KNUHUYECKMIN PA3BOP B OBLLEA MEQULIMHE | TOM 6 | Ne11 | 2025 | Clinical review for general practice | VOL. 6 | No. 17| 2025 |



