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Pesome

TlepBuuHas umauapHas auckuHesust (ITLJI) — HaciaeacTBEHHOE ayTOCOMHO-PELIECCMBHOE 3abojieBaHUE, pa3BUBAIOIIEECs BCICACTBHUE YJib-
TPACTPYKTYPHOTO JeeKTa peCHUYEK U XTYTUKOB. CUMIITOMAaTHKA, 0COOEHHO B IETCKOM BO3pacTte, HecrenuMuuHa U XapaKTepu3yeTcs peiivau-
BUDYIOIIMMI PUHUTAMKU U OPOHXUTaMM, Hepeako ¢ obctpykiuei. Y 50 % naumentoB ¢ [TLJ] nuarHocTupyercst Takoe SIpKOe KIMHUYECKOe
nposipieHue, Kak cunapom Kaprarenepa (CK) (XpoHUUYECKUit OPOHXUT, XPOHUYECKUIT CUHYCUT, 0OpaTHOE PACIOIOXEHUE BHYTPEHHUX Opra-
HOB), TEM HE MeHee JaKe B TAKUX CJIyJasix AMarHOCTUKA WHOT/IA BhI3bIBAET 3aTpyaHeHYs. Llenbio paboThl sIBUIACH IEMOHCTPAIUS CITydast TO3aHEH
nuarHoctuku TTHJ y pebenka ¢ kiaccnyeckum CK 1 conyTcTByolLeii aTonueil, a Takxke pe3yibTaToB 11-JIeTHero KaTaMHECTUYECKOro HabJIo-
NEHUST 1 MUKPOOUOIOTUUECKOTO MOHUTOPUHTA. [10apoGHO MpeacTaBieHbl ATAIlbl AMATHOCTUYECKOTO TIOMCKA, MTPOaHATM3UPOBAHBI TUITUYHbBIE
OLIMOKM MPHU YCTAHOBJIEGHUM OuarHo3a. 3akmodenue. Ha mpumepe NaHHOro KJIMHUYECKOTO HAOMIOAEHUSI MPOAEMOHCTPUPOBAHBI CIOKHOCTH
muarHoctuku [TLJ] mamveHTa ¢ comyTeTBylonieil atonueit. OtmeueHo, uto mis meteid ¢ [1LLJ] kputudecku BaskKHBI TTOCTOSTHHOE aJIeKBAaTHOE
HaboneHue U cBoeBpeMeHHasi Tepanusi. [loguepkHyTa HEOOXOAMMOCTb CTAHAAPTU3ALMU MOIXOAOB K AMATHOCTHKE U BEICHUIO MAllMEHTOB
¢ [T/, B T. 4. C LIeJIbIO COXPAHEHUsI TPEEMCTBEHHOCTH TTPU ITEPEBOJIE BO B3POCIYIO CETh.

KnroueBbie ciioBa: epBUYHAs LIMIMApHAs TMCKUHE3MsI, CMHApoM KaprareHepa, moiHoe 06paTHOE pacroioXeHre BHYTPEHHUX OPraHOB, XPOHU-
YeCKUI OPOHXUT, OPOHXOIKTA3bl, XPOHUUECKUI CUHYCHT.

Kondmkr unrepecoB. KoHMOIMKT MHTEpECOB aBTOpaMU He 3asiBIICH.

®unancuposanmne. CrIOHCOPCKas TIOIEPXKKA UCCIIEI0BaHUST OTCYTCTBOBAJIA.

DTHyecKas IKCnepTH3a. Y MAMeHTKH, TaHHbIe KOTOPOI UCTIONBh30BaHbI B TIPUBENEHHOM KIMHUYECKOM HAOIIOICHUN, TTOTYYeHO TMChbMEHHOE
I0OPOBOJILHOE MH(DOPMUPOBAHHOE COTlacKe.
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3ametku u3 npaktuku « Clinical cases

Abstract

Primary ciliary dyskinesia (PCD) is an autosomal recessive disease that develops as a result of an ultrastructural defect of the cilia and flagella.
The symptoms are non-specific, especially in childhood, and are characterized by recurrent rhinitis and bronchitis, often with obstruction. Half of
the patients with PCD are diagnosed with such clear clinical manifestation as Kartagener’s syndrome (chronic bronchitis, chronic sinusitis, reverse
position of internal organs (situs inversus), but even in these cases the diagnosis can be difficult. The aim of this paper was to demonstrate a clinical
case of late diagnosis of PCD in a child with classic Kartagener syndrome and concomitant atopy, and the results of 11 years of follow-up and
microbiological monitoring. The stages of the diagnostic search are presented in detail and typical errors on the way to diagnosis are analyzed.
Conclusion. This clinical observation demonstrates the difficulties of diagnosing PCD in a patient with concomitant atopy. It is noted that
appropriate continued monitoring and timely therapy are crucial for children with PCD. The need to standardize approaches to the diagnosis and

management of patients with PCD, including continuity during transfer to the adult healthcare network, is emphasized.
Key words: primary ciliary dyskinesia, Kartagener syndrome, situs inversus, chronic bronchitis, bronchiectasis, chronic sinusitis.
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[MepBuunas uummapHast quckuHesus (ITLI) — penxoe re-
HETUYECKM NETePMUHUPOBAHHOE 3a00JIeBaHUE 13 TPYIIITHI
LIMJIMOTIaTHI, OCHOBY KOTOPOTO COCTABJISIET HAPYIIIEHHE
JIBUTATEJIbHON aKTUBHOCTU PECHUYEK SITUTEIIUS PECITH -
PaTOPHOTO TpaKTa M KTYTUKOB Pa3IMIHBIX KJIETOYHBIX
CTPYKTYp. JledheKT MyKOLIMJIMapHOTO KJIMpeHca 00yCIOB-
JIMBAeT pa3BUTHE XPOHUUECKOTO BOCTATUTEILHOTO TIPO-
1ecca B MPUAATOYHBIX Ma3yXax Hoca, JIETKUX, CpeaTHEM
yXe, OCJIOXHSISICh KOHIYKTUBHOM TyroyxocTtbio. Kiaccu-
yeckoii opmoii ITH/I ssBnsiercst cuaapom KaprareHepa
(CK), xapakTepu3syeMblil TpUan0il CUMIITOMOB: 0OpaTHOE
pacIoyioKeHe BHYTPEHHIMX OPTaHOB WY M30JIMPOBaHHAST
JIeKCTpaKapausi, XpOHUUECKUIT OPOHXO0JIETOYHbIHI MpoLiece
(XpOHUYECKUIT OPOHXUT, OPOHXOIKTA3bI), XPOHUUYECKUIA
cunyewur [1, 2].

[IpencraBieHo KaTaMHECTUUECKOE HAOTIONCHIE B Te-
yenue 11 et 3a marmenTkoit ¢ [T 2005 roma poxxaeHusI.

Knunuyeckoe HabnrogeHue

IMauuentka K. 2005 romna poxaenus. M3 aHaMmHe3a U3BECTHO,
YTO peOeHOK OT 2-if GepeMeHHOCTH, TMePBLIX CPOYHBIX POIOB.
Ouenka 1o mkane Anrap — 8 / 9 6amnos. B 1-e cyTku xu3nu
OTMeYaJIuch moabeM TeMIiepaTyphl 10 38 °C, THOHOE OT/e-
JIieMoe M3 a3, 3aJI0KEHHOCTh Hoca, Kamreiab. Ha 3-¢ cyTtku
XKU3HU peOeHOK rnepeBeaeH B MH(MEKLIMOHHYIO OOJIbHUILY, T
HaxXOOWJICS B TeUeHUE 3 Hel. ¢ TMarHo30M BHYTPUYTpOOHas
MPaBOCTOPOHHSISI THEBMOHUSI € aTeIeKTa30M, Tskenas hopMma,
ZbIXaTesIbHas HeAOCTaTOYHOCTh 1-1i cTerieHu. OOpaTHOe pac-
TOJIOKEHNE BHYTPEHHUX OpTraHOB. BhinrcaHa ¢ yrydieHreM.

Ha 1-M romy XX13HU BO3HUKIIU MPOSIBIICHUS MUILEBOI aji-
JIEpTUM, aTOTTMYECKOTO AepMaTuTa. [1puBUTa 110 MHOAUBUILY-
abHOMY Tpaduky. [TcuxoMoTOpHOE pa3BUTHE 1O BO3PACTY.
HacnenctBeHHOCTB: 6abyIiKa cTpanaeT MOJITMHO30M.

B nanpHeiimem ¢ 1,5-MecsiuHOTO Bo3pacTa poauTesin odpa-
TWJIA BHUMaHUe Ha TepUOINIeCcKOoe 3aTPYIHEHNEe HOCOBOTO
IBIXaHUS, B 5 Mec. BIIEPBBIC OTMEYEH OPOHXOOOCTPYKTUB-
HbIIi CUMHAPOM Ha (hOHE OCTPOI pecrupaTopHO MHGMEKIINH,
a c 7 Mec. — TOCTOSTHHBIC BhIIeaeHUs n3 Hoca. C mepBoro roga
JKU3HU JeBOYKA B3sITa MO/ HAOIIOICHUE aJIJIEProJIOrOM M OTOPH-
HOJIAPWHTOJIOTOM ITO TTIOBOIY KPYIJIOTOAMYHOTO AJIIEPTUUECKOTO
pUHUTA, alEHOUIOB 2-11 CTETIeHM.

B Bo3pacte 5 €T 0TMEUEHO CHUXKEHUE CyXa, yCTaHOBJEH
peunauBUpYyIonii 6ponxut. B 5 et 10 Mec. mipu ajuteprosio-

TUIECKOM OOCIIeIOBAaHUM BBISIBJICHO TTOBBIIIICHUE OOIIETO M-
myHornooynuHa (Ig) E, cnenuduueckux IgE K mepctu Kok
M JIOMAIITHE# MBI,

IMoxkaszaTtenu ¢yHKIMK BHeITHero aeixanus (PBJI), momy-
YeHHbIE METOIOM CITMPOMETpUM, — B HOpMe. Ha ocHoBaHUM
OTSITOIIIEHHOW HACJIEICTBEHHOCTH, KIIMHUYECKMX TaHHBIX (IT0-
CTOSIHHAS 3JI0KEHHOCTh HOCA, YCUJIMBAIOIIASICSl TTPU KOHTAKTe
C KOIIIKOI M TTBUTBIO; HEOMHOKPATHBIE SITM30/IbI OPOHX000CTPYK-
LIMM, HEKOTOPas MOJIOKUTeIbHASI TMHAMUKA B OTHOLIEHUU Kalll-
JISI U «CBUCTSIIIIETO» IbIXaHUsI Ha (DOHE Tepanuu (PIyTHKa30HOM
(03U POBaHHBIN a3PO30JIBHBIN MHTAJISITOP CO CIIeiicepoM) B Cy-
TOYHOI 103e 200 MKT) YCTaHOBJIEH TMarHO3 OpOHXMAbHAsI aCT-
Ma (BA) cpenHeTsKen0ro Te4eHus. YYUThIBask HETOCTATOUHbBI
3(h@EKT OT MHTATISILIMOHHBIX ITIOKOKOpTUKOCcTepouaoB (MI'KC),
Ha3Ha4YeHa Teparmvsl caIMeTepoJioM + (urytukasoH 25 / 125 MKT
no 1 no3e 2 pasa B AcHb.

[Ipu obparieHnu K aJIIeproJiory uepe3 3 Mec. AJisi KOHTPOJIb-
HOTo ocMoTpa (B 6 JieT 1 Mec.) B CBSI3M ¢ COXPAHSIBIIMMCSI Kalll-
JIEM M CTOMKMMMU XpUIIaMU B JIETKMX YBEJIMUYEHa 1032 0a3MCHOTO
nperapata 1mo ¢yrukasoHy 10 500 MKT B CyTKH.

JlonoaHuTeabHO npoBeaeHa peHTreHorpagus (PI) opra-
HOB TpynHoii Kietku (OI'K), 1o maHHBIM KOTOPOI BBISIBICHBI
OpoHXUTHYECKUE M3MeHeHUs. JleKcTpakapaust B 3aKJIIOYeHUN
He yKas3aHa, T. K. CHUMOK IpY OMMCAaHUM ObLI MEPEBEPHYT
Ha «TIPaBUJILHYIO» CTOPOHY.

OO0t aHaIu3 KpoBU: 303uHOGWIMSI — 9 %, yBenuueHue
CKOPOCTH OcelaHusi SpUTpouuToB < 17 MM / 4. [Ipr KOHTPOITB-
HoM uccienoBannu OB/l n3MeHeHUI He BBISIBJICHO.

C y4eToM IaHHBIX 00CIeI0BAHMS K Teparuy 100aBIEH KO-
3aMULMH (Kypc — 10 gHeit), onHako 3(deKT oT aHTuOaKTEpU -
anpHOM Tepanuu (ABT) ObLT YaCTUUHBIM: B JIETKUX COXPaHSIUCh
BJIaXKHBIE XPUIIBI, HECMOTPSI Ha YMEHBILIEHNE UHTEHCUBHOCTH
Kalus.

JIOTIOTHUTEILHO C YYETOM COXPAHSIIOIINXCST BBIACICHUMA
u3 Hoca mpoBeieHa P mpuaaTouHbIX T1a3yx HOca, MO TaHHBIM
KOTOPOM BBISIBJIEH ABYCTOPOHHUIA TAiIMOPUT, STMOUIUT, B CBI3U
C 3TUM Ha3HaueH noBTOpHbI Kypc ABT (1iechukcrum B TeueHue
7 nueit). C nomolbto nedanocnopuna I11 mokoseHus ynanochb
TIOCTUYB XKeJaeMoro addeKTa: Kalreab MpeKpaTUics, ayCKylb-
TATUBHO BBICTYIIWBAJIMCH EAMHUYHBIC CyXue XpHuibl. OqHaKO
crycts 4—5 qHeili mocae otMeHbl ABT kanoObl Ha Kalesb ¢ OT-
XOXIeHUEM THOMHON MOKPOTHI BO30OHOBWIINC.

JI1st UCKITIOUeHUST TyOepKyJie3a OpraHOB JbIXaHUS MalM-
€HTKa HarpaBjieHa K ¢pTusuaTpy. Ha ocHoBaHMM pe3ybTaToB
MMMYHOIMArHOCTUKU TYOepKyJie3HOM nHpekuuu (mpoda MaHTy
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¢ 2 TE — runepemust 3 MM; TIpo0a ¢ ajiepreHoM TyOepKyJe3-

HBIM PeKOMOVMHAHTHBIM B CTAHIAPTHOM pa3BeneHuu (Juackun-

TECT) — OTPUILIATeNIbHAS) U JAHHBIX PEHTTEHOJIOTUIECKOTO 00-

CJIeOBaHMs TyOepKyJie3 ObUT UCKITIOUEH.

B cBs3u ¢ oTcyTcTBUEM 2d(deKTa OT MPOBOAMMOTO JieUe-
HUS TIAllMeHTKa HarpasieHa B DenepanbHOe TOCyIapcTBEH-
HOE aBTOHOMHOE yupexaeHune «HalunmoHanbHbIi MeTULIMHCKUN
HCCNIeIOBATEILCKUI TIEHTP 300POBbs NeTeit» MUHMUCTepCTBa
3npaBooxpaHeHust Poccuiickoit denepanuu (PIrAY «<HMUAUILL
3M0pOBbs AeTeit» Munsnpasa Poccun) nist aMOymaTopHOTo oc-
MOTpa Iy TbMOHOJIOTOM.

[1pu mepBOM oCcMOTpE ITyJIBMOHOJIOTOM (CeHTSIOph 2011 1.,
BO3pacT pebeHKa — 6 JieT 4 Mec.). COCTOsIHUE pebeHKa paciie-
HEHO Kak cpenHeTskenoe. 2KaroOsl HAa HACMOPK, HEYACThII
MPOMYKTUBHBIN KallleJb C OTXOXIEHNUEM THOMHOW MOKPOTHI.
KosxHble TOKPOBBI ¥ CIM3UCTBIE — 00BIYHOI OKkpacku. HocoBoe
IbIXaHWe pe3Ko 3aTpyaHeHo. Ok HeT. POT MPUOTKPHIT.
I'pynnas xknetka mmmHnpudeckoit popmel. [lepkyropHo Han
JIETKUMU — KOPOOOYHBIN OTTEHOK 3BYyKa. B merkux — mprxa-
HME XeCTKOe, C IByX CTOPOH BBICTYIIMBAIOTCSI TPYyObIe Cyxue
XPpUTIBI Ha BIOXE U BBIIOXE, OOIBIIOE KOJTUYECTBO BIAKHBIX
Pa3HOKAIMOEPHBIX XPUTIOB. YacToTa MbIXaTeIbHBIX TBUKEHUN
(YA4) — 28 B munyty. Jdexkcrpakapausi. O6aacTh cepaiia BU-
3yaJIbHO He M3MeHeHa. TOHBI cepalla 3ByYHbIe, pUTMUYHBIE.
Yacrora cepreunbix cokpamenuit (YCC) — 92 B MmuHyTy. Ap-
tepuanbHoe gaBienue — 100 / 60 mm pr. cr. 2KMBOT MSTKUIA,
6e300me3HeHHbI. [leueHs pacmonoxkeHa cieBa, o Kpaio pe-
OepHO IyTH, Kpaii 31acTUYHBIN, 6e3001e3HeHHBIN. Cene3eHKa
He nanbrupyetcs. CTy1 B HOpMe.

Bo Bpemst KoHcynbTaIMy MpoBeneHo uccaenosanrie OB/
(crtupomeTpust). OTKIIOHEHUI OT HOPMBI HE BBISIBJICHO.

C ydyeTom kanob (TTOCTOSTHHBINF HACMOPK, KallleJib C OT-
XOXIEeHNEeM THOMHOW MOKPOTBI), aHAMHECTUYECKUX HaH-
HBIX (BHYTPUYTPOOHASI MMTHEBMOHWUS, PEIUAUBUPYIONINE
OPOHXUTHI U CUHYCUTHI), OTCYTCTBUSI OXMIaeMoro 3ddexra
ot ul'KC, B T. 4. B KOMOMHAIIUM C JUIUTEIBHO IEWCTBYIOITUMU
[3,-aronncramm, KOTOpbIE MAUMEHTKA MOJTyYaia B CBA3Y C PaHee
YCTaHOBJIEHHBIM TUarHo30M BA, a Takke KIMHUYeCKIX TaHHBIX
(KOHIYKTUBHAsI TYTOYXOCTh, CTOMKNE ayCKYIbTaTUBHBIE U3Me-
HEHUS B JIETKUX, TIOJIHOE OOPATHOE PACIIONIOKEHUE BHYTPEHHUX
opraHoB) TipenBaputeabHbIi nuardo3 [T, CK.

st Bepudukanuy IMarHo3a 1 nmpoBeaeHusT ISUeHUS B OK-
Ts50pe 2011 1. pebeHOK rOCIUTAIM3UPOBAH B OTACICHHE TTYIIb-
MoHosioruu u ajutepronoru @AY «HMMUL 3mopoBbs neTeii»
Munsapasa Poccuu. [1o nanHbIM 00C/ie10BaHNS YCTAaHOBIEHO
clemyrolee:

*  W3MEHEeHWN KIMHUYIECKOTO U OMOXUMUUYECKOTO aHAIN30B
KpOBHU He BBIABJICHO. Ig ocHOBHBIX KitaccoB (G, M, A) —
B npenesax Hopmbl. O6mwmit IgE — 60,95 en. / M (Hopma
< 60);

*  Tpu 6AaKTePUOIOTUIECKOM HCCIETOBAHINT MOKPOTHI BbIZIE-
neH Staphylococcus aureus 107>, rprGbI OTCYTCTBOBAIIM;

* Ta3bl KPOBU U KUCJIOTHO-TIETIOYHOE COCTOSTHUE — B HOPME
(mapimanbHOe JaBlIeHue Kuciaopona — 122,2; mapiuaibHoOe
naBlieHMe yriekucioro rasa — 33,3; pH — 7,413; remorio-
6uH — 13,2; rkupoBaHHbLi reMoraodun (HbO,) — 94.9;
neduuut 0yhepHbIX OCHOBAHUI Ul BCEW BHEKIETOUHOM
xuakoct — (—2,5); CB — 22,2; rematokput — 40,6);

* PUHOMAHOMETPUS: BBISIBIIEH ACUMMETPUYHBII BO3MYIITHBIN
TOTOK Yepe3 HOC (CIpaBa — HOpMa, CieBa — PE3KO CHITKEH);

+ mokazatenu @B/l (cupoMerpust) — B mmpenesiax HOPMBL:
dopcupoBaHHas KU3HeHHass eMKOCTb JieTkux (DP2KEJT) —
98 %, 06beM (HOpCUPOBAHHOIO BBIIOXA 33 |-10 CEKYHIY
(O®B)) — 113 %; unnexkc Tudpduo (OPB, / DKEI) —
117 %; muxoBas ckopocth Beimoxa (ITCB) — 114 %; makcu-
MaJibHasg oobeMHas ckopocth (MOC) mipu BeImoxe 25, 50

u 75 ®KEJI: MOC, — 117 %, MOC, — 110 %, MOC,, —

89 %;

* IO IJaHHBIM OOAUTUIETU3MOTPAdUIECKOTO UCCIIETOBAHNUS
3aperuCTPUPOBAHO MOBbIILIEHUE OPOHXUATLHOTO COMPOTUB-
JICHUSI TTPU HOPMAJIbHOM CTPYKTYpE OOIIEi t eMKOCTH JIETKUX
(OEJ): xxusnennast eMkoctb jerkux (KEJI) — 109 %; Buy-
TPUTPYAHOIL Ta30Bblil 00beM (BI'O) — 98 %; ocraTouHbII
oobeMm Jierkux (OOJT) — 93 %; OEJ — 105 %; OOJ1 / OEJI —
24 %;

*  TI0 JaHHBIM KoMmbloTepHOIT ToMorpaduu (KT) okomoHo-
coBbix nazyx (OHIT) ot 03.10.11 o6HapyXeHbI TPU3HAKHU
XPOHUYECKOTO puHOCHHYcuUTa (puc. 1).

ITo manupM KT OI'K ot 03.10.11 BEISIBJI€HBI TOJTHOE 0OpAT-
HOE paCIOJOXeHWe BHYTPEHHUX OPTaHOB, ABYCTOPOHHUI
XPOHUYECKUI OPOHXUT, THEBMOCKJIEPO3 S4,5 JIeBOTO JIErKOTro
(puc. 2).

[To nanaBIM Tpaxeobporuxockonuu (THC) nuarHocTupoBaHO
obpaTHOEe CTpOeHHE GPOHXMAIBHOTO JIepeBa, ABYCTOPOHHU I
THOWHBIN 3HIOOPOHXUT 2-i1 CTENeHU BBIPaXKEHHOCTHU BOCTIA-
JINTEJIBHOTO TIpoliecca. B3aT GuonTar clM3ucToit 000JI0UKU
OpoHxa.

ITo naHHBIM CBETOBOY MUKPOCKOITMU UCCIIEI0BATACH MO/~
BMKHOCTb PECHUUEK SIUTENUS IbIXaTeIbHbIX MyTeit. PecHUYKM
XOPOIIIO BU3YaTU3UPOBAINCH, OMHAKO JABMXEHUE UX OTCYTCT-
BOBAJIO.

ITo maHHBIM 3JIeKTpOKapaAuorpacdu yCTaHOBJICHBI JIEBO-
c(opMUPOBaHHOE MIPABOPACITIOJIOKEHHOE Cep/ilie, HOpMaJIbHOE
MOJIOKEHUE 3JIEKTPUIECKON OCH Cep/ilia, OpaarnapuTMusl.

Puc. 1. KommbloTepHasi TOMOrpaMMa OKOJOHOCOBBIX MaszyX oOT
03.10.11: 3HaUUTEILHOE HEPABHOMEPHOE YTOJIIIEHNE CU3UCTOI 000~
JIOUKM 00X BEepXHEUeNIOCTHBIX Ma3yX, 0ojblie ciesa. Jdedopmarius
Teperoponky Hoca. Takke Ha TPEACTaBICHHOM Cpe3e OTMEYaeTCs
HapyuIeHWE TTHEBMATU3AlMU SYEUCTONW CUCTEMBI COCLIEBUIHOTO OT-
pPOCTKa BUCOYHOM KOCTH C OOEMX CTOPOH M 0apabaHHOI TOJIOCTH
cripaBa — MPU3HAKK XPOHUYECKOTO PUHOCUHYCUTA, AeopMaluu me-
PErOpoIKYN HOCA, TBYCTOPOHHETO CPETHETO SKCCYTaTUBHOTO OTUTA

Figure 1. Computed tomography of the paranasal sinuses from 03.10.11:
Significant uneven thickening of the mucous membrane is seen in both
maxillary sinuses, more on the left. The nasal septum is deformed. Also,
the presented section features violated pneumatization of the cellular
system of the mastoid process of the temporal bone on both sides and
the tympanic cavity on the right, which are the signs of chronic
rhinosinusitis, deformation of the nasal septum, and bilateral exudative
otitis media
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Puc. 2. KomnbiotepHast Tomorpamma ot 03.10.11: mosiHoe oGpaTHOE
(«3epKaJibHOE») PACIIONIOKEHNE BHYTPEHHUX OPTaHOB, YIIJIOTHEHHE
JIETOYHOM TKaHU B S4,5 ciieBa ¢ 00beMHBIM YMEHbILIEHUEM J0JIU U BU-
MUMBIMU TIPOCBETaMM OpOHXOB B Heli. CONMMXeHue TIaBHOM 1 1oba-
BOUHOI MEXJIOJIEBBIX ILEJIeH clieBa, YTOJNIIEHUEe CTEHOK CerMeHTap-
HBIX U CyOCerMeHTapHbIX OPOHXOB, Har0oJee BRIPAKEHO B 0a3aIbHBIX
CermMeHTax cripaBa

Figure 4. Computed tomography from 03.10.11: Complete reverse
(“mirror”) arrangement of the internal organs, compaction of the lung
tissue in S4.5 on the left with a volumetric decrease in the lobe and
visible lumens of the bronchi in it. Convergence of the main and
additional interlobar fissures on the left, thickening of the walls of the
segmental and subsegmental bronchi, which is most pronounced in the
basal segments on the right

ITo manHbiM 3x0Kapauorpaduu (3xoKI') ycraHoBieHa
(hanbiI-xopaa; naBaeHKUE B JIETOYHOM apTepruM B HOPME.

JInarHocTUYecKoe 3HAOCKOMMYECKOE UCCIeTOBaHUE HO-
COMIOTKM: MPU3HAKHU IBYCTOPOHHEI0 CUHYCUTA, Ha3aJdbHbIe
MOJIUIIBI, TUTIEPTPODUS aIeHOUAOB 2—3-ii CTEIIeHU.

JleBouKa OCMOTpeHa OTOPUHOJIAPUHTOJIOTOM U CYyPIOJOTOM.

Ha ocHoBaHuM aHamMHe3a, OCMOTpa U ITPOBEIEHHOT0 00CIe-
noBaHus yctaHoBneH auarHos INLJI, CK. ITonHoe obparHoe
pacnoyiokeHue BHyTPEeHHUX OpraHoB. XpOHUYECKUI OPOHXUT.
ITHeBMockiepos IV 1 V cerMeHTOB JIeBOTo JIerkoro. JIBycTopoH-
HUI THOMHBINA 9HA0OPOHXUT. [IpIxaTe/ibHash HEJOCTaATOYHOCTD
0-i1 crenenu. JIByCTOpOHHMIA XpOHUYECKUIA CMHYCUT. Hazab-
HbII MoJKnIo3. JIByCTOPOHHUI XPOHUYECKUIT DKCCYIaTUBHBIN
cpenHuii otut. ['uneprpodust aneHonno 2—3-ii creneHu. IBy-
CTOPOHHSISI KOHAYKTUBHAS TYTOYXOCTb 1-i1 CTeNneHu.

[TpoBeneHo JieyeHUE: Maccax I'PyIHOM KIETKHU; ApeHaX;
JieyeOHast (GU3KyJIbTYpa; KHHE3UTEePaIus; MyKOJUTHIYeCKasl Te-
panus (aueTuauucrenH, amopokcon); ABT (uedrpuakcon 1,5
BHYTPMBEHHO B TeueHue 10 qHeii); OpoHXOCra3MoJIuTHUYeCKas
Tepanus (unpatponusi 6pomMus + peHoTepos); pUHODIYUMYLIMT
(MHCTWJISILIMKM B HOC).

K MOMeHTY BBIMMCKM OTMEUYeHa BbIpaKEHHAS MOJIOXKUTEb-
Hasi IMHAMUKa: KalleJb CTaJl pelKMM, MOKPOTa ITprodpeia clu-
3UCThIN XapaKTep, YMEHbIIMIOCh KOJTMYECTBO XPUIIOB B JIETKUX,
VIYYIIUIOCh HOCOBOE JbIXaHUE.

B cBs13u ¢ TeM, 4TO OCHOBOIT MPOGUIAKTUKU 000CTPEHU I
nipu [TLJI siBisiioTCS €KeIHEBHbIE IPEHUPYIOLIE MEPOTIPUSITHSI,
MalyeHTKe PeKOMEHI0BaHa exXeIHeBHAsI MOXKM3HEHHAs! KUHE3M -
Tepanus B COYeTaHUM C YMEPEHHBIMU (DU3NIECKUMU Harpy3Ka-
MM, aKTUBHOM IbIXaTeIbHON TMMHACTUKOM (B T. 4. YIIPaXKHEHUS
C MOJIOXKUTEJIbHBIM JaBJI€HUEM Ha BbIIOXE) B COUYETAHUU C PEry-
JIIPHOU MYKOJIMTUYECKOM Tepamnueit, B T. 4. TMIIEPTOHUYECKIMU
COJIEBBIMUM pacTBOpaMu, TyasleT Hoca.

3ametku u3 npaktuku « Clinical cases

B manpHeiinrem mamyeHTKa exeroqHo (1—2 pasa B rof) ro-
CIIATAIM3UPOBAJIACH B OTAEJIEHUE TTYJIbBMOHOJIOTUY U aJUIePro-
snoruu ®IrAY «<HMMUAL 3nopoBbs pereit» Munzapasa Poccun
TSI KOHTPOJIST HAl TeUeHUeM 3a00JIeBaHMST U JISYSHUS, YTO TI0-
3BOJIMJIO TIPOBECTH [UTUTETbHOE KATAMHECTUUECKOE HAOIIONeHIe
B TeueHue 11 ner.

B centsi6pe 2012 r. Ha MOMEHT TUTAHOBOI TOCTIMTAIA3AIINH,
HECMOTpSI Ha KIIMHUYIECKYIO CTAOWIBHOCTD, TIPU TIPOBEICHUN
KT OI'K ot 18.09.12 otmMeueHa HeOOTbIIAST OTpULIATETbHAS A1 -
HaMMKa 10 CPAaBHEHMIO C TIPEIbIIYIIUM 00CIe0BaHueM: boee
BBIPAXKEHHOE YTOJIIIEHNE CTEHKN OPOHXOB, TPEVMYIIIECTBEHHO
B HVUDKHUX OTIEJIax JIETKUX, OOJIbIIe CTIIpaBa, TaM Xe TOSIBIIIACH
HEMHOTOUYUCIIEHHbIE [IEHTPWIOOYIISIPHBIE Y3eTKM, 00YCIOBICH-
HblE pacIIMpPEeHNeM TTPOCBETOB OPOHXUOM U 3aTIOJTHEHUEM UX
CEKPETOM IO TUITY «/IEPEBO B IOUKAX».

[To nanHbBIM GonuIUieTU3MOrpa UK OTMEYEHO HEOOJBIIOE
TTOBBIIIIEHNEe OPOHXUATBLHOTO COMIPOTUBIIEHUS 0€3 N3MEHEHMUST
ctpyktypbl OEJL.

[To naHHBIM CITUPOMETPUY UCXOMTHO HAPYIIIEHU He BBISIBIIE-
HO. TecT ¢ GPOHXOMUTUIECKHUM TIPETIAPATOM — TTOIOKUTETbHBIIA.

B manbueiirem ¢ suBapst 2013 1. mmo ampeins 2016 r. cocTo-
sTHUE NeBOYKHU OCTABAJIOCh CTAOWIBHBIM, OTPULIATEILHON U -
HaMWKU TeYeHUs 3a00IeBaHNST TIPY COXPAHSIONIMXCS Kamobax
Ha XpOHUYECKUIA KallleTh U BBIAEIEHNUS U3 HOCA HE BBISIBICHO.

Ipu rocriutanu3zaiyu B amnpese 2016 r. oTpunatebHast 1n-
HaMKKa 00yCIOBIeHa 0O0CTPEHNEM OCHOBHOTO 3a00JIeBaHUS:
KallleJIb C OTXOXIeHUEM OOMIBHON CITM3UCTO-THOWHOI MOKPO-
ThI, BBIIEJIEHNST U3 HOCA CIIM3UCTOTO XapaKTepa, OMBIIIKA B ITO-
KO€ C BTSDKEHUEM SIpeMHOU SIMKU. B Jierkux apixanue ociabaeHo
B HIDKHUX OT/eJIaX, eIMHUIHBIE CYyX1e XPUITBI Ha BEICOTE BIOXA,
CpEeIHEITy3bIpUaThle XPUIIBI C ABYX CTOPOH, MMPEUMYIIIECTBEHHO
B HIDKHMX otaenax. Y1/ — 24 B munyty; YCC — 105 B MUHYTY;
HacblLIeHKe apTepualbHOoil Kposu Kucioponom (SpO,) — 95 %.

ITo panueM KT OT'K o1 11.04.16 110 cpaBHEHMIO C IIPEIbI-
IYIIMMU VCCIIENOBAaHUSIMU OTIpeesisyiach YMEpEeHHAs OTpUIIa-
TeJbHas AMHaMuKa (puc. 3).

Puc. 3. KowmmbiotepHast Tomorpamma ot 11.04.16: mo cpaBHEHUIO
C TIPEABIIYIIIMMU UCCIIETOBAHUSIMU — YMEepPEHHAasl OTpUIIaTeIbHAS T1 -
HaMKKa 3a CYET HapacTaHsi OPOHXUTUYECKUX U3MEHEHUH, Mpeumy-
IIIECTBEHHO B HWXKHEI! JI0JIe JIEBOTO JIETKOTO: YTOJIIIEHUE CTEHOK Cer-
MEHTapHBIX U CyOCETMEHTAPHBIX OPOHXOB C MOSIBJIEHUEM EIMHUYHBIX
YY4aCTKOB M3MEHEHHOTO MaTTePHa «/IepeBO B MOYKax». B ocraibHOM —
6e3 CyLIeCTBEeHHOW TUHAMUKU

Figure 3. Computed tomography from 11.04.16: Compared with
previous assessments, there was moderate negative dynamics due to an
increase in bronchitis changes, mainly in the lower lobe of the left lung:
thickening of the walls of the segmental and subsegmental bronchi with
the appearance of isolated areas of an altered “tree in the buds” pattern.
Otherwise, there were no significant changes.
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Cumonosa O.H. u dp. TlepBuuHas umiarapHas nuckuHesus (cunapoM KaprareHepa): ciiydaii mo3mHenl IMarHoCTUKU

[To maHHBIM CTMPOMETPUU BBISIBJICHO YMEPEHHO BhIPasKEH-
HOE TeHepaTM30BaHHOEe HapyIlleHNe OPOHXUATBHOM TPOXOIH-
Moctu. [Ipo6a ¢ GPOHXOTUTUIECKUM TIPETIapaToOM — TTOJIOXKM-
tenbHasd. Mcxonno: ®XKEJ — 96 %, O®B, — 80 %, unnexc
Tuddno — 85 %, IICB — 68 %, MOC , — 62 %, MOC, — 42 %,
MOC,, —42 %.

[Mocie mpriema GPOHXOIUTUYECKOTO TIperapara (UmpaTpo-
st GpoMun + heHOoTeposT 2 MO3bI (O3UPOBAHHBIN a3PO30JTh-
HbIl MHranAaTop yepes cneiicep)): GXKEJ — 102 %, OB, —
98 %, nunnexc Tuddro — 98 %, [NCB — 78 %, MOC,, — 78 %,
MOC,, -85 %, MOC,, — 60 % (AOD®B, — 22 %).

[Mo nanabBIM GomuTUIeTH3MOTpacdun: crpykrypa OEJI He u3-
MeHeHa; OPOHXMATTBHOE COTPOTUBIIEHNE YMEPEHHO TTOBBITIIEHO.
KEJT — 100 %, BI'O — 89 %, OOJI — 93 %, OEJI — 96 %, OOJI /
OEJ — 20 %.

Pesynbratet OxoKI' — 6e3 oTpuniaTeIbHOM AMHAMUKMY.

Mo nanueM TEC BoIsIBIICH TpaxeoOpOHXUT 1—2-if cTeneHn
WHTEHCUBHOCTH BOCITAJTUTEILHOTO TIpoliecca.

B manpHeiiem TeueHune 3a0o0JieBaHUS BILIOTH 0 MapTa
2019 r. 6bUTO CTAOUIBHBIM, 0€3 OTPULIATEIBHON TUHAMUKU
TI0 pe3yIbTaTaM OCMOTPa W 00CTIeIOBAHUSI.

B mapre 2019 1. neBouKa MocTymnuia B OTAETICHUE C YXYyIIlle-
HUEM COCTOSTHUSI, CBSI3aHHBIM C 000CTPEHUEM XPOHUIECKOTO
OGpoHXxoJIeToUHOrOo 3abo0eBaHus. [1p1 ocMOTpe COCTOsSTHUE pac-
LIEHEHO KaK TSKeJIoe 332 CUET ONBIIIKU B TIOKOE C BTSIKEHUEM
YCTYIYMBBIX MECT rpynHoi kinetku; YT — 24 B munyty, SpO, —
98 %, YCC — 120 B MUHYTY. AyCKYJIbTaATUBHO — JIbIXaHUE KECT-
KO€, XPUIIBI HEe BBICTYIITNBATUCE.

Puc. 4. KommnblotepHasi Tomorpamma ot 01.04.19: napactanue Kom-
MBIOTEPHO-TOMOTpaUUECKUX U3MeHeHU! B tuHaMuke. DopMuposa-
HME JIOKAJIbHOTO yJyacTKa MHeBMOo(1Opo3a B S7 HUKHEN 1011 ITPaBOTO
JIETKOTO, MHTEHCU(DUKAIUS TPU3HAKOB YMEHBIIIEHUsT 00beMa JIeToq-
Hoii TKaHu B S4, 5 cneBa. Ha ¢doHe yruloTHEHMIT MPOCIeKUBAOTCS
HEPaBHOMEPHO paclIMpeHHble, aedopMupoBaHHbie 6poHxu. Coxpa-
HSIETCSI 3HAUUTEJIbHOE YTOJLIEHNE CTEHOK OPOHXOB C MpeodaagaHueM
M3MEHEeHUH B 00J1acTu 6a3aibHOM MUpaMUIbI TTpaBoro jerkoro u S10
HIDKHEI 1071 JIEBOTO JIETKOTO, [Jie OTMevaeTcsl yBeJIuueHue auaara-
LMY TIPOCBETOB OPOHXOB M PACIPOCTPAHEHHOCTU TATOJOTHYECKOTO
CONEePXKUMOTr0 B MPOEKLIUU OPOHXUOI

Figure 4. Computed tomography from 01.04.19: Increasing changes in
the computed tomographic scan. A localized area of pulmonary fibrosis
appeared in S7 of the lower lobe of the right lung, signs of a decrease in
the volume of lung tissue intensified in S4, 5 on the left. Unevenly
dilated, deformed bronchi can be seen against the compaction.
Significant thickening of the bronchial walls remains with most changes
seen in the area of the basal pyramid of the right lung and S10 of the
lower lobe of the left lung, where there is an increase in dilatation of the
lumens of the bronchi and the prevalence of pathological contents in the
projection of the bronchioles

[To manueM KT OT'K ot 01.04.19 1o cpaBHeHUIO C Mcche-
noBaHueM ot 11.04.16 oTMevaeTcst oTpuLaTeIbHAsE TUHAMUKA
(puc. 4).

PesynbTaThl ciupoMeTpun — B TIpeiesiaXx HOPMBI.

[To nanabIM DXx0KI HacocHast GyHKIUS cepalia CHIKeHA
3a cueT Opanukapauu. JlapieHre B CUCTEMe JISTOYHON apTepru —
B npenesax HopMsbl (19,15 MM pr. cT.).

B nanbheiiiem no Hosi6pst 2022 r. cOrJIaCHO NaHHBIM Ka-
TaMHECTMYECKOTO HaOIIoNeHNs 3a00JieBaHNe TIPOTeKaIo 6e3
BBIPAKEHHOU OTPUIIATEIEHON TUHAMUKU.

Ha MomeHT rocnintasm3anuu B Hosiope 2022 T. OTMeUeHbI
YacTHIII MaJIOTIPONYKTUBHBIN KallleJb C TPYIHOOTAEIIeMO
MOKPOTOM, 3aJI0KEHHOCTh HOCA CO CIIM3UCTHIM OTIEISIEMBIM
u3 HocoBbIX xo10B. Y11 — 20 B MunyTy; SpO, — 96 %; UCC —
90 B MUHYTY. AYCKYJIbTATUBHO BBICTYIINBAINCH EAMHUIHBIE
CyXyie CBUCTSIINE XPUITBI U YMEPEHHOE KOJIMUECTBO BIIAKHBIX
MEJTKOITY3bIPUAThIX XPUTIOB TI0 3aIHE} MMOBEPXHOCTH JIETKUX.
OQPBIIIKY B TIOKOE HET.

[To nanaeiM KT OT'K ot 17.11.22 otmeueHa HeGoIbIIas
oTpuIlaTebHAs AMHAMKWKA TI0 CPAaBHEHUIO C UCCIIeIOBAHUEM
ot 30.11.21 (puc. 5).

[To manueM KT OHIIT ot 30.11.22 yctaHOBIEHBI TTPU3HA-
KU XPOHUYIECKOTO TIOJIUTIO3HOTO PUHOCUHYCUTA, nedopmarun
TepeToPOIKN HOCA, IBYCTOPOHHETO CPETHETO SKCCYTaTUBHOTO
orurta (puc. 6).

[Tokazarenu cniupomerpuu — B Hopme. [Ipoda ¢ GpoHxonu-
TUIEeCKUM TIpenapaTtoM — oTpuniateibHast. Mcxomro: ®2XKEJT —
123 %, O®B, — 125 %, nnnexc Tuddno — 85 %, [ICB — 119 %,
MOC,, — 62 %, MOC, — 113 %, MOC,, — 94 %. Ilocne uc-
MOJTb30BaHUST OPOHXOJIUTUUECKOTO TIpeTiapara (caaboyTamMmon
2 O3bI (JI03MPOBAaHHBIN a3PO30JILHBIN MHTATSTOP Yepe3 Creii-
cep)) AODB, — 3 %.

Puc. 5. KommnbiotepHast tomorpamma ot 17.11.22: HeGoJb1Iast oTpULia-
TeJIbHAs IMHAMUKA — HapacTaHWE yJaCTKOB M3MEHEHHOIO IaTTepHa
«JIepeBO B MOYKax» B 00J1aCTU HMXKHEN T0JIM JIEBOTO Jierkoro. B mpa-
BOIl 0a3ajbHON MUPAMUIE €ro PaclpOCTPAHEHHOCTh CYIIECTBEHHO
He nu3MeHuIach. CTEHKU GPOHXOB C 06EMX CTOPOH YTOJIIIEHBI B ITPEXK-
HEN CTeNeHW BBIpaXeHHOCTH. OCTPBIX MH(MUIBTPATUBHBIX U3MEHE-
HUI B MapeHXUMe JeTKuX HeT. [Ipr3HaKoB BHYTPUIPYIHOM JuMbaie-
HOTIATUY HE BHISBJIEHO

Figure 5. Computed tomography from 17.11.22: Slightly negative
changes are seen in the form of expanded areas of the altered “tree in the
buds” pattern in lower lobe of the left lung. Its extent did not change
significantly in the right basal pyramid. The walls of the bronchi on both
sides are thickened to the same degree. There are no acute infiltrative
changes in the lung parenchyma. No signs of intrathoracic lymphade-
nopathy were detected

252

MynbmoHonorus « Pu’monologiya. 2024; 34 (2): 248-256. DOI: 10.18093/0869-0189-2024-34-2-248-256


https://www.multitran.com/m.exe?s=intrathoracic&l1=1&l2=2

Puc. 6. KomnbiotrepHast tomorpamma ot 30.11.22: otpuiiateabHast 1u-
HaMUKa — YXYIIIEHWE TMHEBMATU3allMu Ta3yX ¢ (GopMUpOBaHUEM
XPOHUUYECKOTO TMOJUMO3HOT0 PUHOCUHYCUTA, BYCTOPOHHETO XPOHU-
YeCKOro cpeaHero otura. Jlecdopmaliust meperopoaku Hoca

Figure 6. Computed tomography from 30.11.22: The picture worsened.
Pneumatization of the sinuses deteriorated, chronic polypous rhinosi-
nusitis and bilateral chronic otitis media developed. The nasal septum is
deformed

[To nanHbiM Ox0KI' HacocHas dhyHKIUMS ceplia CHUXEHA
3a cyer Opaaukapauu. JlaBieHue B cUcTeMe JISTOUHOM apTepuu —
B Ipejeax HopMbl (3 MM pT. CT.).

[To nanubiM TBC ycTaHOBEH NBYCTOPOHHUI AUMDDY3HBII
THOWMHBIN SHIO0OPOHXMUT.

[Tpu aHanM3e AMHAMMKU BbICEBa MATOTEHOB M3 MOKPOTHI /
TpaxeaJbHOro acnupara / IPOMBIBHBIX BOJ OPOHXOB B IIEPUO.T
¢ ceHTs10pst 2011 1. 110 HOSIGPB 2022 T. yallle BCEro BhISIBISIACH
Haemophilus influenzae (Kkak B MOHOKYJIbTYpE, TaK U B aCCOLIU-
allMu), HECKOJIbKO peke — Streptococcus pneumoniae, Moraxella
catarrhalis n S. aureus. OTHOKPATHO B TPOMBIBHBIX BOJIaX OPOH-
XOB OOHapy:XeH A. xylosoxidans.

ADBT Ha3Hauyasach U KOPPEKTUPOBaIach B COOTBETCTBUU
C YYBCTBUTEJIBHOCTBIO BBIIEAEHHBIX U3 MOKPOTHI, Tpaxeasib-
HOT'O acrupara Wik GPOHX0aJbBEOJIIPHOIO JIaBaXka MUKPOOP-
ranu3MoB. Cpeny aHTUOAaKTepHUaIbHBIX ITPENapaToB, KOTOPbIE
B OCHOBHOM Ha3HAYaJIMCh MallMEHTKe TIPU JIEYeHUH B CTal[MOHA-
pe B MaKCMMAaJIbHBIX BO3PACTHBIX JI03UPOBKAX, — 1iehaloCIIopy-
Hbl [11 nokosnenus (uedrpuakcoH, nedukcum, edomnepasoH +
cyJibbakTaM) B T. 4. B KOMOMHALIMU ¢ TUaM(pEHUKOJIA TJIAIMHA -
TOM aleTUILMCTeMHATOM. Takke MPUMEHSIICS aMOKCULIM/UTMHA
KJIaByJIaHAT MTapeHTEPAJTbHO.

O6cyxaeHue

Juarnoctuka I1LIJI BbI3bIBaeT orpeeieHHbIE CIOXK-
HOCTHU: CPEIHMI BO3paCT yCTAHOBJCHHUS TMarHo3a co-
cTaBisieT 5—6 JieT (y AeTeit ¢ 00paTHBIM PacoNOXEHUEM
OopraHoB — 3,5 roxa, TPy HOPMAJTBHOM PACIIOIOXKEHUN —
5,8 roma) [3—5]. 3amo3manast TMarHOCTHUKA O0YCIOBJIE-
Ha HecrneuPUIEeCKUMHU MPOSIBICHUSIMU 3a0071eBaHUST
U OTCYTCTBHMEM HACTOPOXKEHHOCTH Bpada B OTHOIICHUU
M. Hannuue OpoHXOOOCTPYKTUBHOIO CUHIpOMA
¢ 00paTUMO¥ MJIM YaCTUUYHO OOpPaTUMOI OOCTPYKIIME
y mauuenToB ¢ I11JI, pacnmpocTpaHeHHOCTh B MOTTYJIsSI-

3ametku u3 npaktuku « Clinical cases

LIMY aJIJIepTUYeCKOii MaToJIOrMu HEPEeaKO 00yCIOBIMBaET
yCTaHOBJIEHUE OlIMO0YHOTro Auarto3a bA. [1pu Hanuuuu
XpPOHUYECKOTO pMHOCUHYCHTA Bpad B MIEPBYIO ouepeab
BBIHYKIICH IyMaTh O €r0 aJUIeprUIeCKOM IreHe3e.

V npenctaBieHHON MallMEHTKU AOTOJHUTEIbHas
CJIOKHOCTb TUAarHOCTUKM 00YCJIOBJIEHA COYeTaHHOM T1a-
TOJIOTHEH. AJIJICPTUUECKIIT pUHUAT YCTAaHOBIICH Ha OCHO-
BaHMU XapaKTePHOU KJIMHUYECKOM KapTUHBI X IOATBEP-
JKIEH pe3yabTaTaMU ajlJIeprojIorndyeckKoro oocieoBaHusl.
M3BeCcTHO, UTO y MAIIMEHTOB C aJNIEPIMIeCKUM PUHUTOM
Hepenko BeIsgBIsieTcss BA. PecrimpaTopHble CUMITTOMBI
(KaIme b U peryasipHO ONpenesieMbie XPHUIThI B JICTKUX)
M3HavYaJbHO OBIIU paclieHeHbl KaK BeposiTHast bA.

HexoTopast mosioxkuTeibHasi I[MHaMUKa OT POOHOM
0asucHoi Tepanuu (hJayTHKa30HOM, BO3MOXHO, Oblj1a 00-
YCJIOBJIEHA HeCTIEITM(PUISCKIM TIPOTUBOBOCTIAITEIBHBIM
adpdpexkrom nl'’KC. OgHako npu gajabHeileM JIeUeHU
COTJIACHO OOIIETIPUHSTHIM TIpaBUJIaM CTYTIEHYaTOM Te-
parnuu BA moka3aHoO OTCYTCTBHE OKMIAEMOTO IeHCTBHS
KOMOMHaLMN caameTepost + ¢urytrkasoH. C Lesbio monc-
Ka aJIbTepHAaTUBHOI'O TMAarHoO3a U B CBSI3U C OTCYTCTBUEM
addexTa OT yCuIIeHUST TPOTUBOACTMATUIECKOM Teparuu
aJUIeproJIoT HaIpaBUJI peOeHKA K ITYJIEMOHOJIOTY.

B npuBeneHHOM KIMHUYECKOM HAOTIOIEHUN TaKoe
SIPKOE TMPOSIBIIEHUE, KaK 00paTHOE PacIio0XeHUe BHYT-
PEHHUX OPraHoB, OOHAPYXXEHO cpa3y MOCse POXKACHUS
pebdeHKa, ¢ TepBhIX THEHW KM3HU OTMEUYEHBI pecITrpa-
TOPHBIE TIPOSIBIICHUSI CO CTOPOHBI BEPXHUX M HUKHUX
IbIXaTeJbHbIX yTell. TeM He MeHee B KIIMHUYEeCKOM Tpa-
KTUKE paHHWI aHAMHe3 HEePeIKO He aHATM3UPYETCS IIPU
pecMpaTOPHBIX XKaja00ax y IeTel MIIaAIIeTo, TOITKOIb-
HOTO ¥ IIKOJILHOTO Bo3pacta. OT4yacT 3T0 00YCIOBJIEHO
OrpaHUYEHMEM BPeMEHM Ha KIMHUYECKUiT OCMOTp BO Bpe-
Ms1 aMOyJIJaTOPHOTO TIpremMa, a Takke HeTOCTaTOYHOM
OCBEIOMJIEHHOCTBIO Bpaueit mepsuuHoro 3BeHa o TTLLI.
Kpowme Toro, y nereit ¢ 00paTHbIM paclooXeHUEeM BHYT-
PEHHMX OpPraHOB 3TUMKETKAa Ha PEHTIreHOrpaMMe MHOTIa
MepeKJIeUBaeTCs Ha «IIPaBUJIbHYIO» CTOPOHY U MMEIO-
IasicsT MeKCTpaKapaus OoCTaeTCsl He3aMeUeHHOI, KaK 3TO
MPOM30IIUIO B IPUBEICHHOM KIMHIYECKOM HAOJTIONCHUN.

WM3BecTHBI Mpu3HaKu, 0jlarogapsi KOTOPbIM MOXHO
3anono3puth [TLJI: HaMyKre MpakTUYeCKU C POXIACHUS
TOPIUIHBIX K TEPAIMy PUHUTOB, PELIMINBUPYIOIINX MH-
(beKIIMOHHO-BOCTIATMTEILHBIX 3200JIeBAHII HYDKHMX JbIXa-
TEJIbHBIX ITyTei, MOCTOSIHHOTO Kalllisl, HEPEIKO yKe B HeO-
HaTaJIbHOM I1epuoje. Y MHOTUX MallMeHTOB OTMEYaloTCsI
PEUMINBUAPYIOIINE 9KCCYTAaTUBHBIE OTUTHI CO CHIDKCHUEM
ciyxa. B ceMeiiHOM aHaMHE3¢e BCTPEYAIOTCS CIIyIar MyX-
CKOro OeCIIonusi, XxpOHUYECKIUX OPOHXUTOB, CUHYCHUTOB,
aHOMAaJIbHOE pacrojioxKeHue BHyTpeHHUX opraHoB u TTLIJI.

C menbio oTO0pa MarueHToB It nuarHocTuKy [T
ejiecoodpasHo mcnosb3osarh 1kany PICADAR [6].

B Hacrosiiee BpeMs Tpu YCTaHOBJIEHUM JUarHo3a
TTLLJI yuuTbiBatoTcs cienytoliue (akTophbl:

* XapakTepHas KJIMHWYeCKasi KapTUHA;
*  Pe3yJNbTAaThl CKPMHUHTA — UCCIIEIOBAHNE YPOBHS OK-
cuna azota (NO) B BbIAbIXa€MOM Ha3albHOM BO3/IyXeE.

V nanuenTos ¢ ITLJI NO cHukeH [1, 2];

* pe3yIbTaThl aHAJINW3a YaCTOTHI U ITaTTepHa OMEHUS
pecHuYeK B OMOIITaTe M3 MOJOCTU HOCa UJIU OpoHxa

C TTIOMOIIIBIO CBETOBOI MUKPOCKOIUH;
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*  pe3yJbTaThl JEKTPOHHONH MUKPOCKOIMHU OUoITaTa
CJIM3UCTOIN 000J0UYKK HOCA WM OPOHXOB, TIPU MPO-
BeneHUM KoTopoil y nauueHToB ¢ I oO6Hapyxu-
BalOTCSl aHOMAaJIUU CTPOEHUSI pecHUYeK [7].

IToMuMoO yKazaHHBIX METOAOB, MallMEHTAM C TTOA0-
3penuem Ha [TLJI npoBonutcs syueBast nuarHoctuka (PT
u KT OI'K, OHII), crmpomeTtpust [1].

C caHalIMOHHO-INATrHOCTUYECKOM 1IEJBIO CJICIYET BhI-
nojHaTh TBC [8—11]. [TepcnieKTUBHBIMU C TOUKU 3pEHUS
ycraHoBJeHMsT auarHo3a [T ssBisitoTcs TeHeTHIeCKIe
METOMBI, TP KOTOPBIX ITPOBOAUTCS UACHTU(DUKAIINS
MYTaIlMM TEHOB, OTBETCTBEHHBIX 3a CTPOCHUE U / WA
(YHKILIMIO peCHUYEK U XKTYTUKOB [12].

Mukpobuojsoruueckoe obcienoBaHue MalyMeHTa
C TIOAO3PEHUEM WJIM YCTAaHOBJIEHHBIM nuarHo3om ITLIJT
SIBJISIETCS 00S13aTeIbHOM TMAarHOCTUIECKON MaHUITYJISIIIM -
eil. B xauecTBe OMomarepuaa UCIOIb3YIOTCSI MOKPOTa,
OPOHXO0AILBEOJISIPHBIN JIJaBaK, OTHAKO B CTyyae BO3HUK-
HOBEHUS TPYITHOCTEH TTPU cOOpe MOKPOTHI (MAJIOIIPOIYK-
THUBHBIN KallleJIb WJIA B CHJTY JOHOTO BO3pacTa IMalMeHTa) —
¢dapuHroTpaxeajbHbIi acriupar.

ITpu TTH Haubosiee 4acToO B MUKPOOHOM Teii3axe
HCCIIeAyeMOro 61ocyocTpaTa 0OOHAPYKMBAIOTCS TaKHe
BO30yaMTe MH(PEKIIMOHHOTO TIporecca, Kak H. influ-
enzae M S. pneumoniae, pexe — M. catarrhalis, S. aureus.
VY nereii ¢ I Pseudomonas aeruginosa obHapyxuBa-
eTCsI peIKo, HO C BO3PacTOM 3TOT MAaTOTeH HaUYMHACT
UIpaTh BaXKHYIO poJib B BOCHaJMTEIbHOM mpolecce [1,
13, 14].

JlaHHbBIe O KIIMHUYECKOM 3HaUEHUU U pacripocTpa-
HEHHOCTH TatoreHa A. xylosoxidans y maruentos ¢ ITLJT
MMPOTUBOPEUYNBHI. M3BECTHO, YTO 3TOT MUKPOOPTaHU3M
yalle BCEro 0OHaPYKMBAETCA y B3pOCIIbIX (B 6 % 00pa3ioB
MOKDOTBI, TIOJIy4EHHBIX y TIAIIUEHTOB cTapiie 25 JeT, vs
1 % 06pa310B MOKPOTHI, ITOJIyYEHHBIX Y AeTeil 10 12-1eT-
Hero Bo3pacTa) [15, 16]. Tem He MeHee JaHHbII [TaTOreH
MOXET onpeneiarhest y 5 % namuentoB ¢ [T1J] u, kak
MPU KUCTO3HBIM (prOpo3e (MyKOBUCIIMA03E), OBITh KaK
Pa30BOI TPAH3UTOPHOM HAXOIKOM, TaK 1 (TIPY UHTEPMUT-
TUPYIOIIEM JTUO0 TIEPCUCTUPYIOIIEM BBICEBE) SIBIISITHCS
NPUYMHOM KIIMHUYECKU 3HAYMMOM CEPbEe3HOM JIETOUYHOMN
MHMEKIINH, OKa3bIBaloOIIe HeTaTUBHOE BIMSHIE Ha Jie-
TOYHYI0 (DYHKIIUIO, TIPU KOTOPOI TpeOyeTCs ITNTeIbHAS
spamukanonHas ABT [17].

3aknioyeHue

Takum o0pa3om, 1Mo JaHHBIM MPEACTaBIEHHOTO KaTaM-
HECTUYECKOTo HAOMIOACHUS 3a MalMeHTKON B TeueHUe
11 et moka3aHoO, YTO HECMOTPS Ha OIPeIeICHHYIO OTPH-
LIaTeJIbHYIO0 TUHAMUKY TeUCHUS] XPOHUUECKOTO OPOHXO-
snierouHoro 3aboyeBanusd (o ganHeM KT OI'K 1 OHIT),
peryasipHoe HaOJoAeHUe, o0clienoBaHue, aJleKBaTHasK
Teparust 00OCTPEHUI M eXXeTHEBHBIC YCHIIHS MalleHTa
1 MEIUIIMHCKOTO TIepCOHaIa, HallpaBJIeHHbBIC Ha yIy4-
IIeHNEe IPEHAXXHON (hyHKIIMU JIETKUX, CITOCOOCTBOBAIA
MpenIoTBpaIleHUIO Pa3BUTUSI OPOHX02KTa30B, OopMU-
POBaHUIO «JIETOYHOTO Ceplia» U YXYAIICHNIO (hYHKIINO-
HaJIBHBIX TTOKa3aTeJIei JIETKUX.

B HacTosiee BpeMst popMHUpyeTcsT CUCTeMa OKa3aHUsI
MeIuLMHCKOM oMoy nauueHtam ¢ ILJI, B T. 4. mepe-

Jlaya neTel ¢ JaHHBIM 3a00JieBaHUEM BO B3POC/YIO CETh.
PaspabarbiBaeMble KIMHUYECKHUE PEKOMEHAALNH TTO3BO-
JIST 00ECTIeCYUTh CTAHIAPTU3AINIO W IIPEEeMCTBEHHOCTh
BeneHus nauureHToB ¢ [TLIJ1 Ha Bcex aTanax MeIULIMHCKOMI
MOMOIILIM, YTO OYIIET CIIOCOOCTBOBATD YIYULIEHUIO UX Ka-
YeCcTBa XU3HU U MPOrHO3a 3a00J1eBaHNS.

Nutepatypa

1. Eber E., Midulla F., eds. ERS Handbook of Pediatric Respirato-
ry Medicine. 2" Edn. European Respiratory Society; 2021. DOI:
10.1183/9781849841313.eph0l.

2. Nussbaumer M., Kieninger E., Tschanz S.A. et al. Diagno-
sis of primary ciliary dyskinesia: discrepancy according to dif-
ferent algorithms. ERJ Open Res. 2021; 7 (4): 00353-2021. DOI:
10.1183/23120541.00353-2021.

3. Kuehni C.E., Frischer T., Strippoli M.P. et al. Factors influencing age
at diagnosis of primary ciliary dyskinesia in European children. Eur.
Respir. J. 2010; 36 (6): 1248—1258. DOI: 10.1183/09031936.00001010.

4. Vishneva E., Selimzyanova L., Sereda E. Difficulties of primary cil-
iary dyskinesia diagnosis in children. Eur. Respir. J. 2013; 42 (Suppl.
57): 1236. Available at: https://www.ers-education.org/lr/show-de-
tails/2idP=126729

5. Hukonaesa E.Jl., OBcsHuukoB J1.10O., CtpenbHukosa B.A. u p. Xa-
paKTEepHUCTHKA MAIIEHTOB C MEPBUYHON IMIMAPHON TUCKUHE3NEH.
[Tyavmononoeus. 2023; 33 (2): 198—209. DOI: 10.18093,/0869-0189-
2023-33-2-198-209.

6. Behan L., Dimitrov B.D., Kuehni C.E. et al. PICADAR: a diagnostic
predictive tool for primary ciliary dyskinesia. Eur. Respir. J. 2016;
47 (4): 1103—1112. DOI: 10.1183/13993003.01551-2015.

7. Hemuenko A.T'., CmupHuxuHa C.A. KyJnbTypbl peCHUTUYATBIX KIETOK
JUTSE TUaTHOCTUKM TIEPBUYHOM IMJIMAPHOM MTUCKUHE3UH. [Ty avmono-
aoeus. 2023; 33 (2): 210—215. DOI: 10.18093/0869-0189-2023-33-
2-210-215.

8. Ferraro V.A., Baraldi E., Stabinger D. et al. Pediatric flexible bron-
choscopy: a single-center report. Pediatr. Pulmonol. 2021; 56 (8):
2634—2641. DOI: 10.1002/ppul.25458.

9. Djakow J., O’Callaghan C. Primary ciliary dyskinesia. Breathe. 2014;
10: 122—133. DOI: 10.1183/20734735.007413

10. Raidt J., Brillault J., Brinkmann F. et al. [Management of prima-
ry ciliary dyskinesia]. Pneumologie. 2020; 74 (11): 750—765. DOI:
10.1055/a-1235-1520.

11. Leigh M.W., Ferkol T.W., Davis S.D. et al. Clinical features and
associated likelihood of primary ciliary dyskinesia in children and
adolescents. Ann. Am. Thorac. Soc. 2016; 13 (8): 1305—1313. DOI:
10.1513/AnnalsATS.201511-7480C.

12. Antony D., Brunner H.G., Schmidts M. Ciliary dyneins and
dynein related ciliopathies. Cells. 2021; 10 (8):1885. DOI: 10.3390/
cells10081885.

13. Shapiro A.J., Zariwala M.A., Ferkol T. et al. Diagnosis, monitoring,
and treatment of primary ciliary dyskinesia: PCD foundation con-
sensus recommendations based on state of the art review. Pediatr.
Pulmonol. 2016; 51 (2): 115—132. DOI: 10.1002/ppul.23304.

14. Marthin J.K., Lucas J.S., Boon M. et al. International BEAT-PCD
consensus statement for infection prevention and control for primary
ciliary dyskinesia in collaboration with ERN-LUNG PCD Core
Network and patient representatives. ERJ Open Res. 2021; 7 (3):
00301-2021. DOI: 10.1183/23120541.00301-2021.

15. Alanin M.C., Nielsen K.G., von Buchwald C. et al. A longitudinal
study of lung bacterial pathogens in patients with primary ciliary
dyskinesia. Clin. Microbiol. Infect. 2015; 21: 1093.e1—1093.e7. DOI:
10.1016/j.cmi.2015.08.020.

16. Wijers C.D., Chmiel J.F, Gaston B.M. Bacterial infections in
patients with primary ciliary dyskinesia: comparison with cys-
tic fibrosis. Chron. Respir. Dis. 2017; 14 (4): 392—406. DOI:
10.1177/1479972317694621.

17. Holgersen M.G., Marthin J.K., Johansen H.K., Nielsen K.G. A ret-
rospective review of Achromobacter species and antibiotic treatments
in patients with primary ciliary dyskinesia. Chron. Respir. Dis. 2021;
18: 14799731211061600. DOI: 10.1177/14799731211061600.

Moctynuna: 16.01.24
MpuHATa k nevyaTn: 14.03.24

254

MynbmoHonorus « Pu’monologiya. 2024; 34 (2): 248-256. DOI: 10.18093/0869-0189-2024-34-2-248-256



3ametku u3 npaktuku « Clinical cases

References

Eber E., Midulla F., eds. ERS Handbook of Pediatric Respirato-
ry Medicine. 2" Edn. European Respiratory Society; 2021. DOI:
10.1183/9781849841313.eph01.

Nussbaumer M., Kieninger E., Tschanz S.A. et al. Diagno-
sis of primary ciliary dyskinesia: discrepancy according to dif-
ferent algorithms. ERJ Open Res. 2021; 7 (4): 00353-2021. DOI:
10.1183/23120541.00353-2021.

Kuehni C.E., Frischer T., Strippoli M.P. et al. Factors influ-
encing age at diagnosis of primary ciliary dyskinesia in Euro-
pean children. Eur. Respir. J. 2010; 36 (6): 1248—1258. DOI:
10.1183/09031936.00001010.

Vishneva E., Selimzyanova L., Sereda E. Difficulties of primary cil-
iary dyskinesia diagnosis in children. Eur. Respir. J. 2013; 42 (Suppl.
57): 1236. Available at: https.//www.ers-education.org/Ir/show-de-
tails/?idP=126729

Nikolaeva E.D., Ovsyannikov D.Yu., Strel’nikova V.A. et al. [Char-
acteristics of patients with primary ciliary dyskinesia]. Pul’monologiya.
2023; 33 (2): 198—209. DOI: 10.18093/0869-0189-2023-33-2-198-
209 (in Russian).

Behan L., Dimitrov B.D., Kuehni C.E. et al. PICADAR: a diagnostic
predictive tool for primary ciliary dyskinesia. Eur. Respir. J. 2016;
47 (4): 1103—1112. DOI: 10.1183/13993003.01551-2015.
Demchenko A.G., Smirnikhina S.A. [Ciliated cell cultures for di-
agnosis of primary ciliary dyskinesia]. Pul’monologiya. 2023; 33 (2):
210-215. DOI: 10.18093/0869-0189-2023-33-2-210-215 (in Russian).
Ferraro V.A., Baraldi E., Stabinger D. et al. Pediatric flexible bron-
choscopy: a single-center report. Pediatr. Pulmonol. 2021; 56 (8):
2634—2641. DOI: 10.1002/ppul.25458.

Djakow J., O’Callaghan C. Primary ciliary dyskinesia. Breathe. 2014;
10: 122—133. DOI: 10.1183/20734735.007413

WUHdopmauusa o6 aBTopax / Authors Information

Ci Oubra Urop — II. M. H., Bpau-TIeINaTp, 3aBeAYIONIast MyJIbMO-
HOJIOTMYECKUM oTaesieHueM DeiepaabHOro rocy1apCTBEHHOIO aBTOHOM -
HOro yupexaeHus «HaumoHanbHbIii MEIUIIMHCKUI UCCIEN0BATEIbCKUIA
IIEHTP 3M0POBbs HeTeii» MuHuMcTepcTBa 3ApaBooxpaHeHus Poccuiickoit
®Deneparyn; npodeccop DenepaibHOrO rocy1apCTBEHHOTO0 aBTOHOMHOTO
00pa3oBaTeIbHOTO YUpEeXACHMsI Bbiciero oopasoBaHust [TepBbiit MOCKOB-
CKMii TOCYIapCTBEHHBII MeIUIIMHCKUI yHUBepcuTeT nMeHn M. M.CeueHoBa
MunucrepcTBa 31paBooxpaHeHust Poccuiickoit @enepartmu (CeveHOBCKMIA
Yuusepcuter); ten.: (499) 134-93-31; e-mail: oisimonova@mail.ru (SPIN:
2241-9728; ORCID: http://orcid.org/0000-0002-2367-9920)

Olga I. Simonova, Doctor of Medicine, Pediatrician, Head of the Pulmonology
Department Federal State Autonomous Institution “National Medical
Research Center for Children’s Health” of the Ministry of Health of the
Russian Federation; Professor, Federal State Autonomous Educational
Institution of Higher Education I.M.Sechenov First Moscow State Medical
University of the Ministry of Health of the Russian Federation (Sechenov
University); tel.: (499) 134-93-31; e-mail: oisimonova@mail.ru (SPIN: 2241-
9728; ORCID: http://orcid.org/0000-0002-2367-9920)

Cesmm3ssinoBa JInms PodeproBHa — K. M. H. 3aBefyoluasi otaeiom Hayd-
HO-MCCJIEI0BATEIbCKOTO MHCTUTYTA MEINATPUN U OXPAHBI 310POBbsI AETEN
HayuHo-uccienoBaTebcKoro MHCTUTYTA IEAUATPUM U OXPAHBI 3I0POBbSI
nereit HayaHo-kmHmdeckoro entpa Ne 2 denepanbHOro rocy1apcTBEHHOTO
OHOIKETHOTO HAYUHOTO YupekaeHUsl « PocCHCKMit HaydHBbIi LIEHTP XMUPYPTrIUK
nmeHu akagemuka b.B.[lerpoBckoro» MuHucTepcTBa HAayKU 1 BBICLIETO
obpasoBanust Poccuiickoii Penepannu; NoueHT Kadenpsl GhakyIbTeTcKoit
neaTpun neauaTpudeckoro axkynprera GenepansbHOro rocyrapcTBEHHOTO
aBTOHOMHOTO 00pa30BaTeIbHOTO YUPEXIeHMs BbICIIEro oopazoBaHust «Poc-
CUICKMIA HALIMOHAJIBHBIN MCCIIeI0BATEIbCKUIT MEAMLIMHCKUI YHUBEPCUTET
umeHu H.U.TTuporosa» MuHucTepCcTBa 30paBooxpaHeHus Poccuiickoii
Denepanuu; 10LUEHT Kadeapsl NeAUaTpUK U AeTCKOi peBMaTosnornn Kim-
HMYECKOTO MHCTUTYTA IETCKOTro 310poBbsi nMeHn H.MD.DunaroBa Dejie-
PaJbHOTO roCcyAapCTBEHHOTO aBTOHOMHOTO 00pa30BaTeIbHOTO YUPEKICHUS
BhICIIeTo oOpa3oBaHus [lepBbiii MOCKOBCKUI TOCYIapCTBEHHBIN MEaU-
LUMHCKUI yHuBepceuTeT uMeHn Y.M.CeueHoBa MUHHKCTEPCTBA 31paBOOXpa-
Henust Poccuiickoit @enepanyu (CeueHOBCKUIT YHUBEPCUTET); TeL.: (499)
400-47-33; e-mail: lilysir@mail.ru (SPIN: 5508-1689; ORCID: https;//orcid.
org/0000-0002—3678-7939)

Liliya R. Selimzyanova, Candidate of Medicine, Head of Department, Re-
search Institute of Pediatrics and Children’s Health, Research Institute of
Pediatrics and Children’s Health, Scientific and Clinical Center No.2, of
Federal State Budgetary Scientific Institution “Petrovsky National Research

10. Raidt J., Brillault J., Brinkmann F. et al. [Management of prima-
ry ciliary dyskinesia]. Preumologie. 2020; 74 (11): 750—765. DOI:

10.1055/a-1235-1520.

11. Leigh M.W., Ferkol T.W., Davis S.D. et al. Clinical features and

associated likelihood of primary ciliary dyskinesia in children

and

adolescents. Ann. Am. Thorac. Soc. 2016; 13 (8): 1305—1313. DOI:

10.1513/AnnalsATS.201511-7480C.

12. Antony D., Brunner H.G., Schmidts M. Ciliary dyneins and
dynein related ciliopathies. Cells. 2021; 10 (8):1885. DOI: 10.3390/

cells10081885.

13. Shapiro A.J., Zariwala M.A., Ferkol T. et al. Diagnosis, monitoring,
and treatment of primary ciliary dyskinesia: PCD foundation con-
sensus recommendations based on state of the art review. Pediatr.

Pulmonol. 2016; 51 (2): 115—132. DOI: 10.1002/ppul.23304.

14. Marthin J.K., Lucas J.S., Boon M. et al. International BEAT-PCD
consensus statement for infection prevention and control for primary
ciliary dyskinesia in collaboration with ERN-LUNG PCD Core

Network and patient representatives. ERJ Open Res. 2021; 7
00301-2021. DOI: 10.1183/23120541.00301-2021.

3):

15. Alanin M.C., Nielsen K.G., von Buchwald C. et al. A longitudinal
study of lung bacterial pathogens in patients with primary ciliary
dyskinesia. Clin. Microbiol. Infect. 2015; 21: 1093.e1—1093.e7. DOI:

10.1016/j.cmi.2015.08.020.

16. Wijers C.D., Chmiel J.F, Gaston B.M. Bacterial infections in
patients with primary ciliary dyskinesia: comparison with cys-
tic fibrosis. Chron. Respir. Dis. 2017; 14 (4): 392—406. DOI:

10.1177/1479972317694621.
17. Holgersen M.G., Marthin J.K., Johansen H.K., Nielsen K.G. A

ret-

rospective review of Achromobacter species and antibiotic treatments
in patients with primary ciliary dyskinesia. Chron. Respir. Dis. 2021;

18: 14799731211061600. DOI: 10.1177/14799731211061600.

Received: January 16, 2024
Accepted for publication: March 14, 2024

Centre of Surgery”, Ministry of Science and Higher Education of the Russian
Federation; Associate Professor, Department of Faculty Pediatrics, Faculty
of Pediatrics, Federal State Autonomous Educational Institution of Higher
Education “N.I.Pirogov Russian National Research Medical University” of the
Ministry of Health of the Russian Federation; Associate Professor, Department
of Pediatrics and Pediatric Rheumatology, Clinical Institute of Child Health
named after N.F.Filatov, Federal State Autonomous Educational Institution
of Higher Education I.M.Sechenov First Moscow State Medical University of
the Ministry of Health of the Russian Federation (Sechenov University); tel.:
(499) 400-47-33; e-mail: lilysir@mail.ru (SPIN: 5508-1689; ORCID: https.//
orcid.org/0000-0002—367§-7939)

Cumonosa Anekcanapa IOpbeBHa — K. M. H., Bpau-myapMoHosior Denepaib-
HOTO IOCYIapCTBEHHOTO aBTOHOMHOTO yupexaeHus «HaunoHanbHblii Me-
MUIMHCKUIA UCCIIeI0BATEIbCKUN EHTD 310POBbs feTeil» MUHKMCTEpCTBaA
3napaBooxpaneHust Poccuiickoit @enepannm; tei.: (495) 967-14-20; e-mail:
simonova_a@nczd.ru (SPIN: 7321-4410)

Alexandra Yu. Simonova, Candidate of Medicine, Pulmonologist, Federal
State Autonomous Institution “National Medical Research Center for Chil-
dren’s Health” of the Ministry of Health of the Russian Federation; tel.: (495)
967-14-20; e-mail: simonova_a@nczd.ru (SPIN: 7321-4410)

Top Oms Bukt — K. M. H., Bpay-IyJIbMOHOJIOT, BEYILMI Hayy-
HBIi cOTpyaHUK PeiepaibHOro rocy1apCTBEHHOTO aBTOHOMHOTO YUPEXKISHMUST
«HanmoHanbHbIl MEIUIIMHCKIIT MCCIIEI0OBATEIbCKUIA LIEHTP 30POBbSI Jie-
Teit» MUHKCTEpPCTBA 31paBooxpaHeHust Poceuiickoit ®Pexeparin; tei.: (499)
134-93-31; e-mail: ygorinova@yandex.ru (ORCID: https://orcid.org/0000-
0002-3881-3483; SPIN: 8936-4911)

Yulia V. Gorinova, Candidate of Medicine, Pulmonologist, Senior Researcher,
Federal State Autonomous Institution “National Medical Research Center
for Children’s Health” of the Ministry of Health of the Russian Federation;
tel.: (499) 134-93-31; e-mail: ygorinova@yandex.ru (ORCID: https://orcid.
0rg/0000-0002-3881-3483; SPIN: 8936-4911)

P

Kycrosa Oabra Biaaumuposa — Bpau-peHTreHosior MejgepaibHOro ro-
CYlapCTBEHHOTO aBTOHOMHOTO yupexaeHus: «HalmoHaabHbIi MEIUIIMH-
CKUIl UCCIIeNOBATEIbCKUI LIEHTP 310POBbs AeTeil» MUHUCTEpCTBA 3apa-
BooxpaHeHust Poccuiickoit @eneparuu; tei.: (499) 134-13-62; e-mail:
o.v.kustova@gmail.com (ORCID: https://orcid.org/0000-0002-6668-076 11
SPIN: 1562-4674)

Olga V. Kustova, Radiologist, Federal State Autonomous Institution “National
Medical Research Center for Children’s Health” of the Ministry of Health of

The article is licensed by CC BY-NC 4.0 International Licensee https://creativecommons.org/licenses/by-nc/4.0/

255


file:///E:/_WORKS-2/_%d0%9f%d0%a3%d0%9b%d0%ac%d0%9c%d0%9e%d0%9d%d0%9e%d0%9b%d0%9e%d0%93%d0%98%d0%af/_2024/2_2024/%d0%a2%d0%b5%d0%ba%d1%81%d1%82/ 
mailto:simonova_a@nczd.ru
file:///E:/_WORKS-2/_%d0%9f%d0%a3%d0%9b%d0%ac%d0%9c%d0%9e%d0%9d%d0%9e%d0%9b%d0%9e%d0%93%d0%98%d0%af/_2024/2_2024/%d0%a2%d0%b5%d0%ba%d1%81%d1%82/ 
mailto:ygorinova@yandex.ru

Cumonosa O.H. u dp. TlepBuuHas umiarapHas nuckuHesus (cunapoM KaprareHepa): ciiydaii mo3mHenl IMarHoCTUKU

the Russian Federation; tel.: (499) 134-13-62; e-mail: o.v.kustova@gmail.com
(ORCID: https//orcid.org/0000-0002-6668-0761; SPIN: 1562-4674)

JlazapeBa AnHa BasiepbeBHa — 1. M. H., 3aBe/ylo1as JJabopatopueit MUKpo-
ouosornu PenepaabHOrO rocyIapcTBEHHOTO aBTOHOMHOTO YYPEKICHUS
«HaumoHanbHbIN MEIUIIMHCKUI MCCIIEI0BATEIbCKUIN IIEHTP 310POBbsI e~
Teit» MUHKCTepCTBa 3apaBooxpaHeHust Poceuiickoit @enepanun; Tei.: (499)
134-30-83; e-mail: lazarevaav@nczd.ru (ORCID: https.//orcid.org/0000-0001-
7149-5387;, SPIN: 3913-2086)

Anna V. Lazareva, Doctor of Medicine, Head of Microbiology Laboratory,
Federal State Autonomous Institution “National Medical Research Center
for Children’s Health” of the Ministry of Health of the Russian Federation;
tel.: (499) 134-30-83; e-mail: lazarevaav@nczd.ru (ORCID: https://orcid.
0rg/0000-0001-7149-5387, SPIN: 3913-2086)

IlnaroHoBa Mapust MuXaiiioBHa — K. M. H., BPau-IyJIbMOHOJIOT, CTapLIMiA
Hay4HBIN COTPYIHUK HayuyHo-uccienoBaTesbckoro MHCTUTYTa TIeANaTpUr
M OXpaHbI 3M0pOBbs neTeit HayuHo-knnHudyeckoro meHtpa Ne 2 denepaib-
HOTO rOCYIapCTBEHHOTO GIO/DKETHOTO HAYYHOTO yupexaeHus «Poccuiickuii
Hay4YHbIi LIEHTP XUPYPruu MMeHu akanemuka b.B.ITerpoBckoro» MuHucTep-
CTBa HayKu ¥ BbIciiero oopazoBanust Poccuiickoii @enepanmnu; ten.: (495)
431-21-86; e-mail: m.platonova@mail.ru (ORCID: https.//orcid.org/0000-
0002-6164-0074; SPIN: 6686-0989)

Maria M. Platonova, Candidate of Medicine, Pulmonologist, Senior Research-
er, Research Institute of Pediatrics and Children’s Health, Research Institute
of Pediatrics and Children’s Health, Scientific and Clinical Center No.2, of
Federal State Budgetary Scientific Institution “Petrovsky National Research
Centre of Surgery”, Ministry of Science and Higher Education of the Russian
Federation; tel.: (495) 431-21-86; e-mail: m.platonova@mail.ru (ORCID:
https.//orcid.org/0000-0002-6164-0074; SPIN: 6686-0989)

Yyactue aBTOpOB

Cumonoa O.U. — Kypanus nmauueHTa, KOHLENIUS U IU3aiiH CTaTbH, pe-
JIaKTMPOBAaHUE TEKCTa

Ceaumssnosa JI.P. — 06paboTka, 0630p JIUTEPaTyphbl, HAIMCAHUE U PeaaK-
TUPOBAaHUE TEKCTA

CumonoBa A.JO. — Kypauwus namueHra, coop 1 0opadboTka JaHHbIX
Topunosa 10.B. — kypanus naiueHTa, c6op 1 06padboTKa JTaHHBIX

Kycroa O.B. — npoBeieHue BU3YaIn3allMOHHBIX UCCIIEIOBAHMIA, TOATOTOBKA
WLTIOCTpaLMii, cO0p 1 06paboTKa JTaHHbIX, HAMMCAHHUE TEKCTa

JlazapeBa A.B. — BbIMOJIHEHE MUKPOOMOJIOTMYECKMX CCIIeI0BaHNUI, COOP
JTAaHHBIX U MHTEPIIPETALINS PEe3yIbTATOB

IInatonoBa M.M. — 06paboTka, 0630p JIUTepaTyphl, HAITMCAHUE TEKCTa
Bumnesa E.A. — KoHLIeNIWsI U AU3AH CTaTbU, PEIAKTUPOBAHNE TEKCTA
Bocenko F0.A. — Kypanyst manyeHTa, coop 1 06paboTka JTaHHBIX, HAIUCAHUE
TEKCTa

Bce aBTOpBI BHEC/IM CYIIECTBEHHDII BKJIA/] B IPOBEICHUE MTOMCKOBO-AHATUTH-
YeCKOii paboThI ¥ MOATOTOBKY CTAThH, TIPOWIN U OTOOPMIN (hUHATBHYIO BEPCHIO
10 IyGJIMKALIMKY, HECYT OTBETCTBEHHOCTD 34 LIEJIOCTHOCTb BCEX YacTei CTaTbu.

Bumnesa Enena Anekcanapona — 1. M. H., mpodeccop Poccuiickoit akanemun
HayK, 3aMeCTUTEJIb PyKOBOIUTEIsI 10 Hayke HayuyHo-KccienoBarebekoro
WHCTUTYTA TEANATPUU U OXPaHBI 3M0POBbs AeTell HaydHO-KIMHUYECKO-
ro ueHtpa Ne 2 ®eznepabHOrO TOCYyIapPCTBEHHOTO GIOIKETHOTO HayYHOTO
yupexneHust «PoccuiicKuii HaydHbIid LIEHTP XUPYPrUM UMEHU aKaJeMuKa
B.B.IletpoBckoro» MuHucTepCcTBa HAyKM M BhICIIEro obpazoBaHust Poc-
cuiickoii @enepanun; nmpodeccop Kadeaps GhakyIbTeTCKON MeIuaTpun
neauatpuyeckoro dakynpreta denepaabHOro rocy1apcTBEHHOTO aBTOHOM -
HOTO 06Pa30BATEILHOTO YUPEXKIACHHMST BBICIIET0 06pa3oBanus «Poccuiickuii
HallMOHAJILHBIN MCCIIEI0BATEIbCKUIT MEIUIIMHCKUN YHUBEPCUTET UMEHU
H.N.TTuporosa» MuHucTepcTBa 31paBooxpaHeHust Poccuiickoi Penepariui;
Tent.: (495) 431-21-86; e-mail: vishneva.e@yandex.ru (ORCID: https;//orcid.
org/0000-0001-7398-0562; SPIN: 1109-2810)

Elena A. Vishneva, Doctor of Medicine, Professor of Russian Academy of
Sciences, Deputy Head for Science, Research Institute of Pediatrics and
Children’s Health, Research Institute of Pediatrics and Children’s Health,
Scientific and Clinical Center No.2, of Federal State Budgetary Scientific
Institution “Petrovsky National Research Centre of Surgery”, Ministry
of Science and Higher Education of the Russian Federation; Professor,
Department of Faculty Pediatrics of the Pediatric Faculty, Federal State
Autonomous Educational Institution of Higher Education “N.I.Pirogov
Russian National Research Medical University” of the Ministry of Health of
the Russian Federation; tel.: (495) 431-21-86; e-mail: vishneva.e@yandex.
ru (ORCID: https://orcid.org/0000-0001-7398-0562; SPIN: 1109-2810)

Bocenko Oausa AnekcanapoBHa — K. M. H., Bpau-aJUIeprojior-muMMyHOJIOT
OO01IecTBa ¢ OrPAHUYEHHOI OTBETCTBEHHOCTHIO «[Ipeambynax; Tei.: (916)
642-04-23; e-mail: yuliabosx@gmail.com

Yulia A. Bosenko, Candidate of Medicine, Allergist-Immunologist, Limited Lia-
bility Company “Preambula”; tel.: (916) 642-04-23; e-mail: yuliabosx@gmail.com

Authors Contribution

Simonova O.I. — patient supervision, concept and design of the article, text
editing
Selimzyanova L.R. — processing, literature review, text writing and editing

Simonova A.Y. — patient supervision, data collection and processing
Gorinova Y.V. — patient supervision, data collection and processing

Kustova O.V. — conducting imaging studies, preparation of the illustrations,
data collection and processing, text writing

Lazareva A.V. — conducting the microbiological assays, data collection and
interpretation of results.

Platonova M.M. — processing, literature review, text writing

Vishneva E.A. — concept and design of the article, text editing

Bosenko Y.A. — patient supervision, data collection and processing, text writing

All authors made a significant contribution to the search, analysis, and prepa-
ration of the article, read and approved the final version before publication,
and are responsible for the integrity of all parts of the article.

256

MynbmoHonorus « Pu’monologiya. 2024; 34 (2): 248-256. DOI: 10.18093/0869-0189-2024-34-2-248-256



