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Pe3iome

IMepBuunas uwnuapnast auckunesust (IMLJ1) — penkoe HaclencTBEHHOE ayTOCOMHO-DPELIECCMBHOE 3a00JeBaHME, MPU KOTOPOM DPa3BUBAETCS
nedexT yIbTpacTpyKTypbl peCHUYEK 3nuTenus. Ha ceroqHsHuil 1eHb HeT eqnHoro Meroja auarHoctuku ML, mo3aToMy n1uMarHo3 yctaHaBiIu-
BaeTcsl Mo KIMHUYECKOI KapTUHE U pe3yibTataM aHalu30B, Takux kak JIHK-nuarnoctuka, oueHka ypoBHsI Ha3aJbHOIO OKCHIA a30Ta, yacToTa
OMeHMsI peCHUYEK B HA3aIbHOM OMOTTATe, YIBTPACTPYKTYpa pecHUUeK u ap. Juarnoctuka [T/l MoxeT OBITh 3aTpylIHEHa M3-3a BTOPUYHBIX
MOBPEXACHUI peCMPATOPHOTO SMUTEINSI, IIPU ITOM PE3yJIbTaT MOXET OKa3aThCsl OTPULIATESIbHBIM MIJIM JIOKHOIOIOXUTEIbHBIM. [1py nuarHo-
ctuke [1LJ] HeoOxonuma TiiatenbHas nuddepeHantbHas TMarHocTUKa ¢ 3a00J1eBaHUSIMU, TIPU KOTOPBIX (OPMUPYIOTCS PaCIIPOCTPAaHEHHbIE
OPOHX0IKTa3bl ¥ MOPAKEHUS] BEPXHUX AbIXaTeJIbHBIX MTyTell, MPex/e BCEro ¢ MyKoBUCLMA030M. Llebio paboThl SIBUJIOCH O3HAKOMJIEHUE YUTATe-
JISl ¢ TPYAHOCTSIMUM AMAarHOCTUKH, AeTalu3aluell KIMHUKO-T1a00paTOPHbIX U MHCTPYMEHTAIbHBIX XapakTepucTuk nauueHTa ¢ [1LJ] B Teuenue
IUTUTENILHOTO TIepro/a, opranu3aiyeii momoriu. [IpuBonurcst KmuHnveckoe HabmoneHue [1LJ] y Moomoit KeHIUHBI, y KOTOPO# TUarHo3 ObLT
ycTaHoBleH B 17 set. [IpeacTaBaeHbl TPYAHOCTH U HEKOTOPbIE TUITMYHBIE OLIMOKY ITPU HAOIIOAEHUH TOAOOHBIX OOJIbHBIX, OTMEYEHO OTCYTCTBUE
TIPEEMCTBEHHOCTH CITYXKOBI TIOMOIIY «ITeIUATPBI—ITYIbMOHOIOTH». 3aKmodyenne. Ha mpruMepe KIMHINYECKOTO HAOTIONCHMS IPOAEMOHCTPUPOBA-
HbI CJIOKHOCTU quarHoctuku [THJI. OTMeueHo, 4To 1o1oOHbIe O0JIbHBIE HYXKIAIOTCS B KOMIUIEKCHOM 00C/I€0BaHUM, MTPOBEICHUH TILATEIbHOM
nuddepeHIraTbHON AMATHOCTUKK ISl UCKJIFOUEHMS APYIMX 3a00JIeBaHMI ¢ TOXOXei KIMHUYECKOM KapTUHOM. JucnaHcepHoe JIMTEebHOE
HaOIOIEHUE OCYIIECTBISIETCS MYJIBTUINCITUTUIMHAPHON KOMaHION CIEIUAIMCTOB, 00sI3aTeIbHO TPOBOIUTCS MUKPOOMOIOTUIECKUIT MOHUTO-
puHT. OpraHu3anys MOMOLIY OOJbHBIM JOJKHA HAUMHATLCS C PAHHETO JIETCKOTO BO3pacTa, MU AalbHeiIell MOAroTOBKE U nepenaye OOIbHBIX
BO B3POCIYIO CETh U 00sI13aTeIbHBIM HAOIIOIEHNUEM CIIEIIUATACTOB-TYIbMOHOJIOTOB, XeIaTeJIbHO B CTIEHUATU3UPOBAHHBIX IIEHTPAX.

KiroueBble ciioBa: nepBuyHasi LMJMapHast AMCKUHE3Us, PECHUTYATbIE KJIETKU, IMarHOCTUKA, JIEYEHUE, OCTIOXKHEHUSI.

KonduamkT uarepecoB. KoHOIMKT MHTEPECOB aBTOpaMU HE 3asiBJICH.

®unancuposanue. CrioHCOpCKast MOIIEPKKA UCCIETOBAHMSI OTCYTCTBOBAJIA.

OTHyecKas sKcnepTu3a. B onrcaHHOM KJIMHUYECKOM HaOMIOASHUM MCIOIb30BaHbl JaHHbIE MALlMeHTa B COOTBETCTBUM C MOAMUCAHHBIM JOOPO-
BOJIbHBIM MH(DOPMHUPOBAHHBIM COTJIACUEM.
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Abstract

Primary ciliary dyskinesia (PCD) is a rare genetic autosomal recessive disease associated with a defect in the ultrastructure of epithelial cilia.
Currently, there is no standard method for diagnosing PCD, so the diagnosis is based on the clinical picture and the results of tests, such as DNA
diagnostics, nasal nitric oxide measurements, ciliary beat frequency in a nasal biopsy, ciliary ultrastructure, etc. Diagnosis of PCD can be difficult
due to secondary damage to the respiratory epithelium, which often results in undiagnosed or false positive cases. Differential diagnosis with diseases
forming widespread bronchiectasis (BE) and upper respiratory tract lesions, especially with cystic fibrosis (CF), is necessary. The aim of this paper
is to introduce the difficulties of diagnosis, the appropriate level of detail of the clinical, laboratory and instrumental characteristics over a long period
of time, and the organization of care for a patient with PCD. This article describes a clinical case of PCD in a young woman, diagnosed at the age
of 17, presents the difficulties and typical mistakes in the management of such patients, and the lack of succession of pediatrician-pulmonologist
care. Conclusion. The presented clinical case demonstrates how difficult the diagnosis of PCD is. Such patients need a complex examination,
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a thorough differential diagnosis to exclude other diseases with a similar clinical picture. Long-term follow-up is carried out by a multidisciplinary
team with mandatory microbiological monitoring. The organized care for patients should begin in early childhood and continue in adulthood with
proper succession of care and follow-up by of pulmonologist, preferably in specialized centers.
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[MepBuunas munuapHas auckunesus (ITLJI) — penkoe
HacJieACTBEHHOE 3a00JieBaH1e U3 IPYMIIbl HIMJIMONATHA,
pu KOTOpoM hopmupyercs AeeKT YIbTPACTPYKTYPhI
PECHUYEK STUTEITUS PECITUPATOPHOTO TPaKTa U aHAJIOTY-
HBIX MM CTPYKTYP (3KTYTUKOB CIIEpPMAaTO30MI0B, BOPCUHOK
danaonueBbIX TPYO, AMEHAUMBI KEIYI0YKOB U Ap.) [1].
CiieryeT moa4epKHYTh, YTO 3TOT TeHETUUECKU nedekT
KAacaeTcsi aKCOHEMbI PeCHUYEK U (MJIK) XTyTUKOB. Kiet-
K1, IMEIOIIINE PEeCHUYKY WU aHAJIOTUYHBIE CTPYKTYPHI,
00HapyX1BaIOTCSI BO MHOTHX CMCTEMax OpraH13Ma; pec-
HWYKU YYaCTBYIOT B MyKOILIMJTUAPHOM KIIMPEHCE, TBUKE -
HUU TaMeT, TIepeMeIeHNY CITMHHOMO3TOBOM JKUIKOCTH,
CEHCOPHOI1 pelieniinu, QYHKIIMOHUPOBAHUN TTOYECTHOTO
SnuUTeNUs], GOPMUPOBAHUM JIEBO-TIPABO aCUMMETPUU
OpraHoB y myieKonuTatonmx. OCHOBHBIMU TPOSIBIIEHUSIMU
6one3Hu y nauueHToB ¢ [T sgBasitoTcst XxpoHUYECKue
BOCHIAIMTENIbHBIC 3a001eBaHUSI BEPXHUX W HYDKHUX JIBI-
XaTeJbHBIX MyTei, HapylleHue (hepTUIBHOCTU (MYXKCKOe
Oecrutoaue, 3KTOMUYECKUE OEPEMEHHOCTU Y >KEHIIMH).
[Moutn y 50 % nmanuenTos ¢ [TLIJ1 oTMevaeTcst mojHast Ui
HETIOJIHAs TPAHCITO3UIIMSI BHYTPEHHUX OPTaHOB C pas-
JIMYHBIMU BapuaHTaMu retepotakcuu [1—3]. CBsg3aH-
Hasl C aHOMaJbHOU CTPYKTYpOi U (pyHKIMEH pecHUYEK
MepLATEIFHOTO IMUTENS pecriupaTopHoro TpakTa [T
MMPUBOIUT K HapYIICHNIO MyKOIIMJIMAPHOTO KIIMPEHCa,
CIMOCOOCTBYET Pa3MHOXEHUIO OAKTepUil B JbIXaTeJIbHbIX
MyTsIX, (OPMUPOBAHUIO XPOHUUYECKOTO BOCHAJCHMUS
Ha TIPOTSDKEHUH BCETO PeCIMpaTOPHOTO TpaKTa 1 Iopa-
JKEHMUIO MOJOCTEN CPETHETO yXa.

V nun ¢ TTHJI MOryT BOBHUKHYTh peCIMpPaTOPHbBIi
JIUCTPECC-CUHIPOM B paHHEM NIeTCTBE, a B JaJibHEH -
IIIeM — KallleJIb 1 BBIIEJICHNEe MOKPOTHI C PEIIUINBUPYIO-
MU ITHEBMOHUSIMU,, KOTOPBIE MOTYT ITPOTPECCUPOBATh
U CITOCOOCTBOBAThL (hOPMUPOBaAHUIO OpOHX03KTa30B (bD),
3aTeM MOXKET MPUCOEANHSIETCS MH(EKINS YCIOBHO-TIa-
TOT€HHBIMUA MUKPOOPTaHU3MAaMU B T. 4., CHHCTHOIHOM
MaJIouKoii. MUKpPOOPTaHU3MbI MOTYT KYJIBTUBUPOBATHCS
13 CEKpeTa IbIXaTeJbHBIX MyTeli, HOCOBBIX Ma3yX. [Tokaza-
HO, uyTO Achromobacter xylosoxidans sIBNSI€TCSI TaTOT€HOM,
KOTOPHII B TIEPBYIO O4Yepenb NACHTU(DUIIUPYETCS CPeIn
B3pOCJIBIX OOJILHBIX [4].

Ha cerognsiauii neHb u3BectHoO > 40 reHoB, MyTalluu
B KoTopbIx npuBoaaT K [T/, mpu aToM HaciaenoBaHue
OCYIIECTBIIICTCS IMMPENMYIIECTBEHHO 10 ayTOCOMHO-pe-
LIECCMBHOMY THUIY [5].

[TomuMoO XapaKTepHBIX JTaHHBIX aHAMHEe3a U KJIMHU-
YECKOU KapTUHBI, TEHETUYECKUX aHAJIM30B, K METO/IaM
JMUaTHOCTUKY OTHOCHUTCS OLIEHKA YPOBHST Ha3aJIbHOTO OK-
cumna azota (nNO) (y 6onpimmHcTBa TTateHToB ¢ [TLJT on
CHUKEH), BHICOKOCKOPOCTHOM BUAEOMUKPOCKOTTMYECKHUIA

aHanm3 yacToThl oueHus pecunyek (YBP) u ero marrepHa
B OMoMTaTe U3 MOJOCTU HOCA UK OpOHXa, TPAHCMUCCU -
OHHas 3JIEKTPOHHAs MUKPOCKOTHS (0OOHapyKeHUEe aHO-
MaJINii YIbTPACTPYKTYPHl peCHUUEK B OMOMTATEe M3 I0-
JIOCTU HOCA WJIM OPOHXA, aHOMAJIMI CTPOSHMST XKTYTUKOB
U CIIEPMAaTO30UI0B), UMMYHOMIIYOPECLIEHTHOE OKpAILIM -
BaHUE LMJIMApHBIX OeJIKOB [2].

K coxanenuto, ciemyeT Ipu3HATh, UTO B HACTOSIIIEE
BpEeMSI HET €IMHOTO HaJeKHOTO METOIa — «30JI0TOTO
crangapta» — muardHoctuku ITHJ [6]. Auarxos TTLJT
yCTaHaBJIMBAETCsS Ha OCHOBAHUY XapaKTePHOI KIIMHIYE-
CKO¥1 KapTUHBI B COYETAHUM C PE3YIbTaTaAMU YITOMSIHYTBIX
ucciaegoBaHuil. J{uarHoctuka 3a00JeBaHUsI YCIOXHSIETCS
DPa3BUTHUEM Pa3IUYHbBIX KIMHUYECKUX U MaTOJOTUYECKUX
MaTTePHOB MPU pa3aInyHbIX MyTauusix [7]. [ToMmumo sto-
ro, nuarHoctuka [T/l MoxXeT ObITh 3aTpyAHEHA U3-3a
BTOPUYHBIX TTOBPEXKICHUN PECITMPATOPHOTO SITUTEINS
B pe3yJibTaTe MHMEKIIMU UM BOCIIAJICHMS, TIPYU STOM pe-
3YJIbTAT MOXKET 0Ka3aThCsl OTPHUIATEITbHBIM VI JIOKHO-
TTOJIOKUTEIBHBIM. [IJ1sT MICKITIOUEHUS JIOSKHOITOIOKUTEITb-
HBIX TMATHO30B, YCTAHOBJICHHBIX BCJICACTBIE TIPU3HAKOB
BTOPMYHOTO MOBPEXACHUS PECITUPATOPHOTO SIUTENUS,
B PYKOBOZACTBE EBporeiickoro pecrmmpaTopHOro o0IecTsa
no auarHoctuku ITLJI npenyiokeHo KyJlbTUBUPOBaHUE
KJIETOK, BBIIEJICHHBIX U3 HAa3aJIbHOM OMOIICHU, C TTOCIIe-
nytouein nuddepeHLUPOBKON B peCHUTUYAThIE KIETKU
(UMIMoreHe3) I TOBTOPHOTO MPOBEICHUS TPAaHCMUC-
CHOHHOM 3JIEKTPOHHO MUKPOCKOIINY 1 BELICOKOCKOPOCT-
HOTO BUIEOMUKPOCKOITMUECcKoro aHanm3a [7]. OtcyrcTBre
CKOOPIMHNUPOBAHHOM aKTUBHOCTU PECHUYEK TOCIE 11~
JINOTEeHE3a B KYJIBTYPE KJIETOK SIBJISIETCS IyBCTBUTETHHBIM
1 crie(UIHBIM TTapaMeTPOM U TTO3BOJISICT AUATHOCTH -
poBats ITL/I B ciiyyae peakux MmyTauuii [8].

T/ — penxoe (opdanHoe) 3aboeBaHue. Ero yacrora
coctansiet 1 : 10 000—40 000 ponuBLIIMXCS KUBBIMU HOBO-
poxaenHbix [9, 10]. B Poccuiickoit ®enepanuu (PD) o1-
CYTCTBYIOT JOCTOBEepHbIe cBefeHusI o yactore [T/ cpenu
JieTeli U B3pocybix. BMecTe ¢ TeM cieayeT NpuHSITh BO BHU-
MaHue, yto auardHoctuka [T Hepenko cyliecTBEHHO
3ama3nbIBacT v 00JIC3Hb BEISIBIISICTCS B IIEPUO, TIOCTATOUHO
BBIPaXXEHHBIX MOPaXKeHWI OpraHoB AbIXxaHus. Tak, cpeau
neteit ¢ bO HemyKoBUCcIMAO3HOTO rTpoucxoxaeHus [TLJT
Bcrpevarores B 29 % caydaes [11, 12].

IMonxon x Tepanuu nanueHTa ¢ [T nomkeH ObITh
MYJIbTUIUCUUIUIMHAPHBIM, YTO O0YCIOBICHO TTOJIHNOP-
raHHOCTBIO MopaxkeHus1. B neuenun 6onbHbIXx MB u TTLLJT
MHoro ob6uiero. B HacTosiiee BpemMsi OATOTOBIEHBI
KanHuueckue pekomennauuu mo I, O630p npoekra
OIMyOJIMKOBAH 1 00CYKIaeTcsl MeAUIIMHCKOM O0I1IeCTBeH -
HocThio [1]. [TomuepkuBaeTcst, YTo IJisi CBOEBPEMEHHOM
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JIMArHOCTUKU U TIOCTEAYIONIero Ha3HaueHUs 3(P(PeKTUB-
HOTO JIeYeHUST HEOOXOIMMBI HE TOJIBKO OCBEIOMIICHHOCTh
Bpayeil o mpobsieMe, HO U YeTKast KOOpAWHALIMS TeCTBUIA
MeIaTPOB, B3POCIIBIX IMYJIbMOHOJIOTOB, TEHETUKOB M OP-
raHU3aTOPOB 3APAaBOOXPAHEHMUSI.

Llenblo paboThl SIBUIOCH O3HAKOMJIEHUE YUTATENs
C TPYIHOCTSIMU TMATHOCTUKU, IeTaIN3aleil KITMHUKO-
JTaGOpaTOPHBIX U MHCTPYMEHTAJBbHBIX XapaKTEePUCTUK
nauueHTa ¢ [T/ B TeueHue 1anUTebHOTO Neproaa, op-
raHu3anuei MoOMOIIIH.

Knunuueckoe Habnioperme

IMauunenTtka K. 20 net (2002 r. poxkneHus) BepBbie HaNpaB-
JIeHa Ha oOcJieqoBaHue U JieueHue B KIMHUKY HayyHo-uccie-
JIOBATEJIbCKOTO MHCTUTYTA MHTEPCTULIMATbHBIX M Op(aHHbIX
3a00sieBaHuii Jierkux HayuHO-KIIMHUYECKOTo MCClieqoBaTe b-
ckoro 1eHTpa MeepabHOr0 rocy1apCTBEHHOIO OIOIKETHOTO
00pa3oBaTeIbHOTO YUpeXaeHUsI Bbiciiero oopazoBanus «Ilep-
BbIi1 CaHkT-ITeTepOyprckuii rocyaapcTBeHHbIN MEIUIIMHCKU I
yHUBepcuTeT uMeHu akagemuka WM. I1.ITaBnoBa» MuHucrepcr-
Ba 3npaBooxpaHeHust Poccuiickoit @eneparnu (HUM MO3J1
HKHUIL] ®T'BOY BO «IICII6I'MY um. akaa. U.I1.ITaBnoBa»
Munsnpasa Poccun) B oktsiope 2022 r.

Ponunace ot 1-ii 6epeMeHHOCTH, POAbl CPOUHBIE Ha
37—38-i1 Hepene. B ¢Bs3u ¢ 0OBUTUEM 1lIEW MYyMTOBUHOMN BbI-
MOJIHEHO KecapeBo ceueHue. Macca Teja Mpu poXIeHUU —
2 700 r, nnuHa Tena — 50 cM, acpukeuu npu pojaax He OT-
MeyeHo. M3 ponmoma BeinmucaHa Ha S5-e cyTku. Yepes 2 Hen.
MOCJIe BBIMUCKU OTMEUYEHO TMOSBIEHUE 3aJT0XKEHHOCTH HOCA,
B IaJibHelllIeM — MpUCOeIMHEeHe Kaluis, B Bo3pacte 1 Mec.
roCMUTAIM3UPOBaHAa C AUarHO30M OpOHXUT. B nanbHeiiiem
0€eCITOKOMJIM MOCTOSIHHBIM HACMOPK, CUHYCUTHI, TAaiMOPUTHI;
roJjyyaja KOHCEpBATMBHOE JieYeHNE Y OTOPMHOJAPUHTOJIOTOB
B MOJUKIMHUKE IO MECTY XUTeabcTBa. [1pu obcaenoBaHumn
B BO3pacTe 7 JIET BbISIBJICHBI MOJMIIBI Ma3yX HOca, MO MOBOAY
KOTOPBIX MoJjiyyaja KOHCepBaTUBHYIO Teparuio, B 10 JieT BbI-
MOJTHEHA omnepalus B 00beMe MOJUIMOTOMUM, TTOCTIE ONepaluu
MpUHUMAaJa JIeUeHUe, PEKOMEHI0BAaHHOE BpauaMu, COCTOSTHUE
yayqimiock. 1o 13 et xkajiod co CTOpoHbI BHYTPEHHUX OPraHOB
He nipeabsBisuia. OaHako B Bo3pacTe 13 jieT BO3HMKIIA pe3Kast
MpOrpeccupylolasl TYroyXocTb ¢ 00euX CTOPOH, MOSIBJIEHUE
3aTPyAHEHUsI HOCOBOTO JbIxaHus. ['ocnuTain3upoBaHa B OTO-
PVHOJIApUHTOJIOTUYECKOE OTAEIeHUE OMHON U3 KIMHUK CaHKT-
ITeTepOypra, rae BHITOJHEHO ONepaTUBHOE JIeYeHUE B 00beMe
MOJUIMOTOMMU, IIYHTUPOBaHUE OapabaHHOI MEPEITOHKU ¢ 00e-
nx cropoH. Yepes 6 Mec. 1IyHT ciieBa Obl1 yaaieH. [ToBropHas
yCTaHOBKa IIIyHTa cyieBa BbimonHeHa B 2017 r. (yaaned B 2019 1.)
(KOMMEHTapuH1 10 TTOBOJLY IIIyHTUPOBAHUSI OYIYT MPeACTaBIeHbI
B OOCYKIEHUU CiIydast).

B 2017 r. (B Bo3pacte 15 jieT) yCMIIMIIUCH XKaloObl CO CTO-
POHbBI OPTraHOB JbIXaHUSI, TMOSIBUJICS KallleJb C OTXOXIEHUEM
3eJIEHOBAaTO-KOPUUYHEBOI MOKPOTHI. [10 pe3ysbTaTaM peHTIeHO-
rpaduu JJerkKux IMarHocTUpoBaHa BepXHeI0ieBasi THEBMOHUS
cnpaba. [Tocie koHcynbrauuu cnenumanucta Caukr-IlTetepOypr-
ckoro HayuHo-uccrenoBareibckoro MHCTUTYTa (PTU3UOITYIbMO-
Hosornu MuHucTepcTBa 3apaBooxpaHeHns Poccuiickoit Dene-
paluu npu 1000cIeI0BaHUM BBIMTOJTHEHA MYJIbTUCIIUPATIbHAS
kommnbioTepHasi Tomorpadust (MCKT) opraHoB rpyiHoOi KI€TKU
(OT'K), no JaHHbIM KOTOPO¥ BIIEPBbIE BbISIBJIEHBI MHOXECTBEH -
Hble HWJIMHIpUYECKUe U MeloTyaTeie bO.

[Tpu rocnuTanu3aluu B OAHY U3 AETCKUX TOPOJICKUX 0O0JIb-
Hul Cankr-ITetepOypra B roceBax M3 HOCOIJIOTKM BBISIBIEHA
Pseudomonas aeruginosa 10> KOE / mu1. BeimonHeHa Gpaiir-61o-
MCHsI CIM3UCTON HOCA, TI0 pe3yJibTaTaM KOTOPOI TaHO 3aKItoue-

HMe, YTO IIWJIMAPHBIN anmapaT IMOJIHOCTBIO OTCYTCTBYET, YHCIIO
KJIETOK C IBUTATEJIbHOM aKTUBHOCTBIO — (), LIMTOJIOrMYECKas
KapTUHA HecTIeIM(MUUECKIX BhIPaKeHHBIX peaKTUBHO-IUCTPO-
bryecknx M3MeHEeHNI pecTMpaTOpHOTO TPaKTa C TOTATbHOMI
JlecKBamaluein [WIMapHOTO MUTENNS, 04aroBasi co3peBaroniast
IJIOCKOKJIETOUHAs MeTaruia3us 6e3 arunuu. C ydeToM paHHero
aHaMHe3a TTOSIBJICHMsI KallUlsl, YaCThIX OaKTepUaTbHBIX MHDEK-
wmii, BO, BeisgBieHHBIX 10 peayiabrataM MCKT OTI'K, 3arono3pex
mykoBucuunao3 (MB). [Tpu 3-KkpaTHOM MOTOBOM TecTe BCe TTPOObI
otpuriaresbHble. C ydeToM TaHHBIX TTOCceBa, 0COOEHHOCTE peH-
TreHOJIOTMUYECKOI KaPTUHBI TIPOBEICHa aHTUOAKTEpUATbHAS Te-
panusi npernaparamu GTOPXMHOIOHOBOTO psna (JieBOohIOKCcalIUH
500 mr 2 pa3a B ieHb BHYTpb B TeueHue 14 qHei) C TOI0XUTEb-
HbIM 3(P(HEKTOM, OTMEUEHO YJTyullleHEe OOIIETro COCTOSHUS,, PE3-
KO YMEHBIIJIMCH KallleJb 1 KOJIMIECTBO OTIEISIEMO MOKPOTHI
(1o 2—3 MJI B JIeHb), MOKpOTa CTajla MEHEee BSI3KOM, CIIM3UCTOM.
[ToBTOpHOE MUKPOOMOJIOTUYECKOE UCCIIEIOBAHUE CITYCTs 3 HEll.
TTOCJIe BHIMMMCKY U JlaJiee B TedyeHue | roa He TIPOBOIMIIOCK.
HecMmoTtps Ha naHHbIe o0caenoBaHusl, OUONCUU, PACIIPO-
CcTpaHeHHbIe MemmoTyaThie B, manyeHTka BeIMMcaHa ¢ auar-
HO30M XpOHUYECKUI 6poHXUT, obocTpeHue. [Tociie BEIMCKT
Y IEBOYKM COXPAHSIICS IMU30MNIECKUI Kallledb, MHTEHCUB-
HOCTb KAl HapacTajia B TIepUoIbl 000CTPeHUN «OPOHXUTA»,
KOTOpbIe 00BIYHO Oecriokouu 1 pa3 B 2—3 Mec., OTMEUEHO YCU-
JIEHWe KallUTs, TIOSIBJIEHWE 3aTPYIHEHHOTO IbIXaHUsI, XapaKTep
MOKPOTHI U3MEHsICSI Ha THOWHBIN, GoJiee BI3KWI, B TIEPUOLT
000CTpeHUs TIPUHKMAJIa CaMOCTOSITEIbHO JieBoduiokcaruH 500
w1 000 Mr B cyTKH, BCeraa ¢ MoJIOXKUTEIbHBIM 2(hGhEKTOM.
B netckoil moMuKIMHIKe TTOCTOSTHHO He Habroaanach, MUKPO-
OMOJIOTUYECKUT MOHUTOPWHT HE TTPOBOIVJIICS.
Koncynpruponana B 2019 r. cnenmanucramu Poccuiickoro
LIeHTpa MyKoBUCIUI03a ['ocynapcTBEHHOro OI0IKETHOTO Y4-
pexaeHus 31paBooxpaHeHuss MOCKOBCKOM 00y1acTu «JleTckuit
KIMHUYECKUI MHOTOTIPOMWIEHBIN 1IeHTp MOCKOBCKOIT 06J1a-
CTU». BBINOJTHEHO MOJIEKYISIPHO-TEHETUYECKOE UCCIIeI0Ba-
Hue mytauuit B reHe CFTR. I1pu ananuze JIHK, BoineneHHOM
U3 JICKOLIMTOB KPOBM, TPOCKPUHUPOBAHHBIX YACTHIX MyTa-
uuit reHa CFTR He o6HapyxeHo. JluarHo3 M B ObL1 UCKITIOUEH.
C yyeToM yacThix obocTpeHuit B okTs16pe 2019 r. HanpaBieHa
Ha MJIaHOBYIO rocnuTanu3aiuio B O60co0JIeHHOE CTPYKTYpHOE
noapasneneHue «HaydyHo-uccienoBaTebCKuii KITMHUYECKUA
WHCTUTYT TIeINATPUN U IETCKON XUPYPTUM UMEHH aKaIeMHuKa
10.E.BenbruiieBa» MenepalbHOTO rocyIapcTBEHHOTO aBTOHOM -
HOro 006pa3oBaTeIbHOTO YUYPEXKICHMS BBICIIIETO 00pa30BaHUsL
«Poccuiickuit HallMOHATbHBIN UCCAEN0BATEILCKUI MEIUIINH-
ckuii yHuBepcuteT uMeHu H.W.[TuporoBa» MuHucrepcTsa
3npaBooxpaHeHus: Poccuiickoii denepaninu, rie MpoBeaecHO
craluroHapHoe obcienoBaHue u jedyeHue. CieayeT OTMETUTD,
YTO Ha MOMEHT TOCTIMTATIN3AIINK TIPEABSIBIISIIA KAJIOOBI JINIITb
Ha 3MM30NYECKUIA KalleJb C OTXOXKIECHUEM CIIM3UCTOM MOKPO-
ThI. B Xome o6¢cenoBanst 1o TaHHBIM JIAOOPAaTOPHBIX aHAIM30B
KPOBU OTKJIOHEHUI1 He BBISIBJIEHO, ITPOBEIEHA TTOBTOPHAS TO-
ToBas Mpoba, pe3yabTaT KOTOpoil cocTaBui 47 MMoJb / 11 (TIo
MakponakTty) — oTpuiiateibHas. B moceBax MOKPOTHI BBISIB-
JIEH pOCT HOpMaJibHOUM MUKpodJIopsl (Streptococcus viridans —
10° KOE / mn u P, aeruginosa — 10* KOE / MJ1), 4yBCTBUTEIBHOIA
K e Tazuaumy, MUTeparuuInHy, TUIPpohIoKcaIluHy, TeH-
TaMUIIMHY, TOOpaMUIIMHY, a3TpeoHaMy. [1o TaHHBIM MHCTPY-
MEHTaJIbHBIX 00Ce0BaHUIA, TTOKA3aTeIu CITMPOMETPUN — Oe3
SIBHBIX OTKJIOHEHMI OT HOpMbI (3KM3HEHHAsI EeMKOCTb JIETKUX
(KEJ) - 90 %, dopcuposannas KEJ (OXKE) —88 %
06beM (hopcupoBaHHOTO BbIIOXA 3a 1-10 cekynay (OPB ) —
102 % .., mikoBas oobemHas ckopocth (IMOC) — 128 %
MaKcUMaJibHasi 00beMHasi CKOPOCTh BBIIBIXaeMOTO BO3IyXa
(MOC) Ha yposhe 25 % ®XEJI (MOC,,) — 139 % MOC,, -
147 % MOC,, - 121 %

JIOTK.”

J0ImK.” uomKA) :
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C y4eToMm MaHHBIX OOCIIEIOBAHMI TIPOBENEH KYpPC BHYTPU-
BEHHOII 2paIMKaIIMOHHO Tepanul P. aeruginosa TOOpaMULITHOM
B TeueHue 2 Hesl. KOHTPOIbHBIN ITOCEB MOKPOTHI B TATbHEHTIIEM
He MTPOBOJMJICS. YUUTbIBas JaHHbIE 00ce10BaHus Opalu-0ro-
TICUU CIU3UCTON HOCA B MEPUOJ 0OOCTPEHMUSI, TP KOTOPOM
OTIPEENSITIOCH MMOTHOE OTCYTCTBUE IBUTATETHHON IIMIMAPHON
AKTUBHOCTH, OTSITOIIEHHBIN aHAMHe3 3a00JIeBaHNS CO CTOPOHBI
JIOP-opranoB, ycTaHOBIIEH TUATHO3 TIEPBUYHAS LIMJIMApHAST
MUCKUHE3Us] (XPOHUUYECKUIT OPOHXUT, XPOHWUYECKUIA TTOJIATIO3-
HBII PUHOCUHYCUT, PEIIUANBUPYIONINII TTOTUIIO3 HOCA, IBY-
CTOPOHHSISI KOHIYKTUBHAsI TYTOYXOCTb: CTIpaBa — 1-ii cTemneHu,
cieBa — 2-i1 crenienn). BeimrcaHa ¢ peKOMeHIAUsIMU TIOCTOSTH-
HOTO MPUMeHeHUsT HeOynaii3epHOoit OPOHX0- 1 MyKOJTUTUIECKON
Tepanuu, 9paauKalMOHHON aHTUCUHETHOWHOW Teparuu Mmpu
BoiceBe P, aeruginosa. Co c0B 6OILHOI, peKOMEHIAITNY COOITIO-
nana, IepuoanYecKy MpuHUMAaa JieBohIOKCAIlH, KOHTPOIb
HaJ BbiceBOM P. aeruginosa ve mposoawics. [locie HazHave-
HUsI 6a3MCHOM Tepanuu 000CTpeHUs 3a00IeBaHUS C yCUTIEHUEM
Kalulsl U TOSIBJIEHWEeM THOWHOW MOKPOTHI OTMevatuch 1 pa3
B 4—5 Mec. AKTUBHO K BpadaMm B 2020—2022 rr. He oOpalaiach
BBUJIY CJIOXHOU STUAEMHUOJIOTUYECKO 00CTAHOBKH, 2TTU30-
MYEeCKU UCTIONb30Bala PEKOMEHIOBAHHYIO paHee TeParuio.

B aBrycre 2022 1. TpOM30IILIO pe3KOe YXYIIIEHUE CAMOYYBCT-
BUSI, TIPY 3TOM OTMEUYEHBI KPOBOXapKaHbE, ONIBIIIIKA CMEIITAHHOTO
XapakTepa Ipy yMepeHHO (GU3NIeCcKOil HATrpy3Ke, MyIUTETbHBIN
Kalllesib C TPYITHOOTAESIEMOI MOKPOTON. DKCTPEHHO TOCTIATA-
JIN3UPOBAHA B OHY 13 Topoackux 6ompHMI] CaHkT-IleTepOypra.
B ob1iem aHanm3e MOKpPOTHI OTIPEAEISTIOCH OOJTBIIOE KOJTMYECTBO
netikoruToB (100—150 B mose 3peHusT), HATMYME SPUTPOLIMTOB
(15—29 B mone 3penus), bakrepun’**. TpoekpaTHbIe aHATU3BI
MOKPOTHI Ha KHUCIIOTOYCTOMYMBBIE MUKOOAKTEpUUN — OTPUIIA-
tenbHbIe. [To manaeiM MCKT OI'K ot 02.08.22 — KT-kapTrHa
MHOKeCTBeHHBIX b ¢ repnOpoHXranisHBIMU O4araMu ¢ 2 CTOPOH
(BEpOSITHO, TIPOSIBIIEHUST OPOHXMOTUTA).

JlaHHBIE CTMPOMETPUU:

* XKEN-829%,,.;

« ®OXEJ - 80,5 %
* O®B -798%, ;

+ unpekc Tudpdpuo — 86,5 %.

[Mpoba ¢ GpOHXOMUTUYECKUM TIPETIapaTOM — OTPULIATEIb-
Hasl.

[Tpu nmpoBenennu pudpodporxockonuu (PBC) mpusHa-
KOB KPOBOTEUEHUSI HE BBISIBIICHO, OTIPENIEISIICS IBYCTOPOHHU I
nuddy3HO-KaTapaTbHBIN SHIOOPOHXUT C YMEPEHHO BSI3KOU
CIM3UCTO-THOMHOM TUriepceKpereit. BeimoaHeH 6poHxoab-
BeossipHbIit TaBax (BAJI) Ha GakTepronornyeckoe uccaenoBa-
HUe, TI0 Pe3yIbTaTaM KOTOPOTO BEISIBIIEHBI Streptococcus mitis
1 X 108, P. aeruginosa 1 X 10% (4yBCcTBUTEIbHA K MEPOIICHEMY,
TIPY YBEJTMIEHHON 9KCTIO3UIINY — K JIeBOGDIOKCALINHY, TIUTIepa-
UWUTMHY), MeTUIVIITMHPEe3UCTEHTHBIN Staphylococcus aureus
(Methicillin-resistant S. aureus — MRSA) — 1 X 108 (ayBcTBUTE-
JIeH K BAHKOMUITVHY, JTMHe30muay). [1pyn MUKOIOTHIecKoM rc-
cnenoBanuu BAJI B HayuHo-uccnenoBareibckoM MHCTUTYTE Me-
nunuHcKoi mukojorun uMenn [1.H. Kamkuna ®enepaibHOToO
TOCYIapCTBEHHOTO OIOKETHOTO 00pa30BaTEIbHOTO YUPEXKICHNUST
BhICIIIEro 06pa3oBaHus «CeBepo-3ananHblii TOCYTapCTBEHHBIN
MeIuIMHCKUM yHuBepcuteT umeHu .M. MeunukoBa» MuHu-
crepcTBa 3apaBooxpaHeHus Poccuiickoit @enepanmu (HUN
MenuumHckoit mukonorun um. [1.H.Kamknna ®T'BOY BO
«CeBepo-3amagubiii MY um. U1.11.MeunukoBa» MuH31paBa
Poccun) BuisiBieHa Aspergillus fumigatus. [1poBeneHa ciemyro-
mast Tepanusi: e TPUakCcoH CTPYIHO BHYTPUBEHHO (OTMEHEH
B cBs13u ¢ pazButreM 03.08.22 oreka KBuHKe), MepoHEM BHY-
TPUBEHHO KareabHO 1,0 (0TMeHeH B cBs13U ¢ pa3zButuem 10.08.22
aJUIepTUIeCcKOTOo IepMaTUTa), XJIOPOTTMPAMUH BHYTPUBEHHO
crpyitHo 0,25 mr 2 pa3a B IeHb.

JOmK.”

Ha ¢one Tepanmu cocTosiHUE YITyIIIMIOCH — YMEHBIIMIINCH
OIIBIIITKA, OPOHXUTUYECKUI CHHIPOM (MEHBIIIe 00heM MOKPOTHI,
XapakTep ee CTajl CTM3UCTO-THOWHBIM).

[pu BeIMMICKE TIOTYYMIIA CIIEMYIONINE PEKOMEHIAIINN: NHTa-
JISIIAM TUOTpOIUs 6pomma 2,5 MKT Ha 1 mo3y o 2 Bmoxa 1 pa3
B IeHb, KapOouucrenH 600 mMr o 1 TabiaeTKe B CYyTKU.

12.08.22 xoHcyabTUpOBaHA MuKosorom HUW menuumH-
ckoii mukojornu uM. I1.H.Kamkuna ®I'BOY BO «Cesepo-
3anannaerii TMY um. U.1.MeunukoBa» Mun3apasa Poccun.
YcTaHOBIEH TMAarHO3 XpOHUUECKUI acTiepruiuies Jerkux. Pexko-
MEHIOBaH IpreM BoprukoHasona 400 mr 2 pa3a B iepBbIC CYTKH,
3ateM — 110 200 MT 2 pa3a B CyTKHU B TeUEHHUE 3 MeC.; MHT TSI -
OHHO Yepe3 Hebyaiizep — KommMecTaT HaTpus 1o 1 MitH 2 paza
B JIeHb B TeueHue 21 THSI, KOHTPOJIbHBIN TTOCeB MOKPOTHI. M3-
3a OTCYTCTBUSI BOPUKOHA30J1a TI0 JTbTOTHOMY JIEKAPCTBEHHOMY
obecrieueHNIo TPUHUMATa UTPAKOHA30J1; KOJTMMECTAT HATPUST
He TIoJTyJana.

05.09.22 am6ynatopno B HUM MennumHCKOW MUKOIOTUM
uM. [1.H.Kamkuna ®T'BOY BO «CeBepo-3ananubiit MY
M. U..MeunukoBa» MuH3zapasa Poccuu BbIloTHEH MOCEB
MOKpOoThl: MRSA — 10° KOE / M1 (4yBCTBUTEIEH K TPUMETO-
npumy / cyibhaMeToKca3oly, BAHKOMULIMHY, JIMHE30UIY),
Streptococcus salivarius — 10°, BeIsiBIIEH Aspergillus niger.

[Moce momyueHust pe3yIbTaToB B IUTAHOBOM TTOPSIZIKE TIPU -
HUMaJia Kypc aHTUOAKTepUAIbHON Teparuu MpernapaToM TpU-
MeTOTpuM / cyibhameTokcason B Teuenue 14 gueii. [1pu KoHT-
POJLHOM MUKOJIOTMYECKOM MCCIIENOBAHNN MOKPOTHI OT 19.10.22
B HUW menuumnckoii mukonornu um. [1.H.Kamkuna ®TBOY
BO «Cesepo-3amannsiii MY um. .M.MeunrkoBa» MuH3pa-
Ba Poccuu BuisiBnen Candida albicans — 10> KOE / mut; poct
MRSA He oTmeueH.

B okTs16pe 2022 1. mosrydeHbl pe3yabTaThl 0AaKTEPUOIOTH-
YECKOT0 MCCIIeIOBaHUSI HA MUKOOAaKTepuH, 3a 45 CyTOK pocTa
HE OTMEYEHO.

06.11.22 rocuTaan3npoBaHa B INTAHOBOM ITOPSIAKE B IIyJIb-
Mononornueckoe otaeneHue Ne 1| HUM MO3J1 HKUL ®T'BOY

Puc. 1. Dnim3oab1 KpoBOXapKaHbsl B YTPEHHEE BpeMst

Figure 1. Episodes of hemoptysis in the morning
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3ametku u3 npaktuku « Clinical cases

BO «IICII6I'MY um. akan. U.I1.ITaBnoBa» Munsapasa Poccuu.
[Tpu nocTyrnaeHUN mpeabsBsiiia X)ajlo0bl Ha 00ILYIO CJ1a00CTb,
KallleJb C OTXOXIEHUEM CIM3UCTO-THOMHOM MOKPOTHI, 130~
NIMYeCKoe KpoBoxapKaHbe (puc. 1).

ITpu obGcenoBaHUM 1O JAHHBIM J1a0OPATOPHBIX aHATU30B
KPOBY 3HAUMMBIX OTKJIOHEHUI OT HOPMbI He oTMeueHo. 1o naH-
HeiM MCKT OI'K o1 08.11.22 — kapTrHa OuiaTepabHOM pac-
MPOCTPAaHEHHOI OPOHXOIKTATUUYECKOU MEPECTPONKU JIETOUHOM
TKaHM, MEpUOPOHXUATBLHBIX 04aroB 000X JeTKMX (M0 cpaBHEe-
HUIO C MpeIbIAYLIUM UcclienoBaHeM ot aBrycra 2022 r. — 6e3
IUHAMUKK) (puc. 2).

C y4eToM COXpaHSIIOLIMXCS XKaJlo0 Ha 3aJI0KEHHOCTh HOca
U 3MU30NYECKOe KPOBOXapKaHbe KOHCYJIbTUPOBAHA OTOPU -
HOJIADMHTOJIOTOM, OTMEUYEHBbI TOKa3aHUSsI K JOTIOJHUTEIbHOMY
MMMYHOJIOTMYECKOMY 00C/IeTOBaHuIO (aHTUTEIa K MUEJIoTe-
poxcuaase, mpoTeruHase-3, peBMaTOUIHBIN (pakTop, aHTU-
HEeHUTpoUIbHBIC LIUTOIJIA3MAaTHYECKUE aHTUTENA) C 1EIbl0
HCKJIIOYEHHST ayTOMMMYHHOM TIATOJIOTUHU C TTOPaKeHUEM JIeTKHUX
(B T. 4. rpaHyJeMaTo3 BereHepa).

Jannbie cniupoMerpuu ot 08.11.22:

« XKEN-81,7%,,.;
- ODB -744%,

[Tpoba ¢ GPOHXOIUTUYECKUM TIpErapaToM — OTpULIaTEIb-
Hasl.

09.11.22 ¢ 1eapto morcka MCTOYHMKA KPOBOXapKaHbsI U ISt
B3siTust BAJI npoBenena npuneibHass @BC u3 Haunbosee u3-
MEHEHHBIX YYaCTKOB JIETOYHOTO TKaHU /IS JaJbHEMIIero uc-
clieIOBaHMUsl, MO JAaHHBIM KOTOPOI BBISIBJIEH ABYCTOPOHHUIA
G dy3HBIM THOMHBIN SHI0OOPOHXUT C TUIIEpCEKpeLIei, pyo1o-
BO-ITUTMEHTHbIC UBMEHEHMUSI CIM3UCTOI OPOHXMAJILHOTO JepeBa,
HMCTOYHUKOB KpOBOXapKaHbs He BbIsiBJIeHO. [To nanHbiM MCKT
MPUIATOUYHBIX Ma3yx Hoca oT 11.11.22 oTMe4YeHbl MpU3HAKU
BBIPaXKEHHOTO YTOJIICHUS CJIM3UCTOM BEpXHEUETIOCTHBIX M1a3yX,
COXpaHeHME TOTAJIbHOTO HapYIICHUS TTHeBMATU3allM1 KJIMHO-
BUIIHBIX Ma3yX U siUeeK pelieTyaroit Koctu (puc. 3).

[Tpu 6akTepuonornyeckom ucciaenoBaHuu bAJI (12.11.22)
BBISIBJIEH YMepeHHbII pocT MRSA (4yBCTBUTENBbHBII TOJIBKO
K JJUHE30JUAY U TUTCUMKIUHY), T. €. 9paluKaluu He MPOu-
3011L10.

[To naHHBIM KOMITJIEKCHOT'O MCC/IeA0BaHUS (DYHKIIMUY BHEII-
Hero abixaHus (ooaurmaetusmorpacdus) ot 14.11.22 yctaHOBIEHO
cienyoliee:

+ o0mmas eMKocTh Jerkux — 4,58 (96,5 %

* XKEN-2,771(773%,,.);

*  obmuit obbem erkux — 1,811 (155,6 %, );

*  nuddy3moHHas COCOOHOCTD Jierkux 19,75 M / MUH / MM
pr.cT. (68,9 %, .. )-

KucnoTHO-0CHOBHOE COCTOSTHUE apTepraTibHON KPOBU:

*  TapuMajJbHOE JaBJIEHUE KUCIOPOIa B apTepUaIbHON KpPO-

BU — 76,6 MM PT. CT.;

*  mapuMajgbHOE JaBJeHHUE YIIEKUCIOro ra3a B apTepuajbHOM

KpoBU — 41,4 MM pT. CT.;

« pH-7,39.

Taxkum 06pa3om, BbISIBJICHBI CMEIlIaHHbIE HApYILIEHUST BEH-
TUJISILIMOHHOM CITOCOOHOCTH JIETKUX (YMEPEHHbIE PECTPUKTUB-
HbIe U OOCTPYKTUBHBIC HAPYIIEHMS), YMEPEHHAs TUTTOKCEMUSI.
ITo naHHBIM BX0Kapauorpaduu MpU3HAKOB MePerpy3Ku mpa-
BBIX OTJAEJIOB CEp/ilia He BBISIBJIEHO, CUCTOJMYECKOE NaBJIECHUE
B JIETOYHOM apTepun — 25 MM PT. ¢T. C y4eToM UCKITIOUEHUS
B KauecTBe MPUYUH KpPOBOXapKaHbs 3a0oieBaHuii JIOP-op-
raHoB M OTCYTCTBHUs HaxonokK npu ®BC npuHATO pelreHne
O BBIMOJTHEHUU OJHO(POTOHHON SMUCCUOHHOI KOMITBIOTEP-
Hoii Tomorpacduu Jerkux (21.11.22), 1o pesyabrataM KOTOPOii
nedeKToB HaKOIIeHUs paauodapMIiperniapata TpeyrojbHoi
(GopMBbI He BBISIBIICHO, LIIYHTUPOBAHUS KPOBU CIpaBa HaJIeBO
TakKe He BbISIBJICHO, CHMHTUTpadruecKas KapTuHa MOXKET CO-
OTBETCTBOBATh MHTEPCTULIMATBHON MATOJOTUM JIETKUX.

[TarmeHTKa MOBTOPHO KOHCYJIBTUPOBAaHA OTOPUHOJAPUHIO-
JIOroM. YUMTbIBasi AaHHbIE 00CAeIOBAaHUI 1 aHAMHE3a, PUHSITO
peleHue o MPOBeICHUN ONepaTHBHOTO BMEIIATEIbCTBA B TIa-
HOBOM TOPSIIKE MOCJIe TIJIAHOBOM MOArOTOBKM BecHOoit 2023 T.
[To 3aki0YeHUI0 KOHCUIMYMa ¢ TOpaKaJlbHBIMU XUPYpPraMu
B CBSI3M C 3MU30AMYECKUM KPOBOXapKaHbeM IMOKa3aHO IMpo-
TOJDKEHUE JICUEHUs], TPY PELMANBE KPOBOXapKaHbsI / IETOUHOM
KPOBOTEUEHUU PEKOMEHIOBaHA dKCTPEHHAs TOCIIUTATIU3AIIUS
B ®I'BOY BO «JICII6I'MY um. akan. U.I1.ITaBnoBa» MuH-
3apaBa Poccuu a1 mpoBeleHus 1000ceI0BaHus B 00beMe
cejekTruBHOM aHruorpaduu u ®bC.

[Ipu BeIMMCKe peKOMEHIOBAHO MPOIOIKUTD MTOCTOSTHHYIO He-
Oynaii3epHyI0 OPOHXO- U MyKOJIUTUYECKYIO TEPAruio — MHTaIsI-
LMY OPOHXOJUTUYECKUX MPerapaToB (MpaTpornus OpoMus 2,5 Mr
1o 2 Bnoxa 1 pa3 B ieHb), 3aTeM uepe3 30—60 MUH — MYKOJIUTHYE-
CKMe TIperaparhl, B JaHHOM ciiy4dae — 7 %-Hblii TUIIePTOHNYECKHIA
pactBop xyiopuaa HaTpust 5 mut (1 niu 2 pasa B ieHb) Wi ['maneo

uom«.) ’

Puc. 2. MynabsTucnupanbHasi KOMIbIOTepHasi Tomorpadust opraHos rpyaHoii kiaetku ot 08.11.22 (A—C): B S1-S6, S8, S9 mpasoro snerkoro u S1—
S6 J1eBOTO JIETKOTO OIpeieisieTcsl paclipOCTPaHEHHOE paciliipeHre MPOCBETOB OPOHXOB ¢ (hOPMUPOBAHMEM LIMIMHIPUYECKUX W BaPUKO3HBIX
OPOHXO0IKTA30B, YIUIOTHEHHEM CTEHOK OPOHXOB M 6poHXuoJ1. B mepudepnueckux ortnenax S1—S6, S8 nmpasoro serkoro u B S1—S6 J1eBOro JIerkoro
OTIPENeIISTIOTCS] TIEPUOPOHXUATBHBIC OUaTy 110 TUITY «JiepeBa B TTOYKaX»

Figure 2. Multislice computed tomography of the chest organs (08.11.22) (A — C): S1 — S6, S8, S9 of the right lung and in S1 — S6 of the left lung
feature a widespread expansion of the bronchial lumen with cylindrical and varicose bronchiectasis, thickening of the walls of the bronchi and
bronchioles. The peripheral sections S1 — S6, S8 of the right lung and in S1 — S6 of the left lung feature peribronchial foci with the “tree-in-bud”

chest pattern
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Puc. 3. MynbrucnupanbHas KOMITbIOTEpHas ToMOrpadusi IpUIATOYHBIX Ma3yX HOca: A — BhIPAXKEHHOE YTOJIILEHUE CIIM3UCTOM BepXHe-
YeJIIOCTHBIX Ta3yxX 10 15 MM ¢ YaCTMYHBIM BOCCTAHOBJIEHMEM UX IMHEeBMaTH3aluu; B — ToTajbHOE HapylleHWe ITHEBMATU3aLMK SueeK
pelleTyaToi KocTu

Figure 3. Multislice computed tomography of the paranasal sinuses: A, a pronounced thickening of the mucous membrane of the maxillary
sinuses up to 15 mm with a partial restoration of their pneumatization; B, a total dis-pneumatization of the ethmoid bone cells

5 MJT (TUTIEPTOHUYECKMIA PacTBOP 7% -HOTO XJIOPUCTOTO HATPUSI
1 0,1%-HblIii pacTBOP THATYPOHOBOM KUCIOTHI). C IIPOTUBOBOC-
MMaJIMTEIbHOM 11eJIbl0 Ha3HaueHa JUTUTEbHAsST Teparus a3uTpo-
MMIMHOM B UHTEPMUTTUPYIOLLEM pexkuMme (1 TabieTka B CyTKU
yepe3 3 1Hs1). 3a 1 Mec. HaOJTIOAEHUSI TTOCJIE BBITTUCKU COCTOSTHUE
0OJTBbHOIM CTAOMITM3UPOBAIOCH, YIOBIETBOPUTEIHHOE; KAIILIEBhIC
TOMUKM 1—2 pasa B IeHb, MOKpOTa — 1—1,5 M1, CBeT/1ast, OMBIIIKKA
HET, yCIelHo yuuTcst. OuepeHol BU3UT C MUCCIe0BaHUEM aHa-
Jm3a MokpoTsl 1 DBJI — yepes 1 Mec., najiee MOBTOPHBIN — Yepe3
3 Mec. B cirygae He0OXOMUMOCTHU — CBSI3b IO 3JIEKTPOHHOI TTOUTe
W TesiepOoHy C JIeyaliuM BpayoM.

O6cyxaeHue

B nmpuBeneHHOM KIMHWYSCKOM HAOTIONCHUU IEeTaTbHO
onuchiBaeTcsl kKiimHuvyeckast kaptuHa [T/ y neBymiku
2002 roga poxkaeHUs B TeUeHUE JJIUTEIbHOIO TIeproaa —
6osee 20 ieT. AHATU3UPYIOTCS TUTTMYHBIE OIIMOKU, KOTO-
phle BcTpeuaroTcst Kak npu auarHoctuke [T, Tak u ipu
NaJIbHENIIIEM BeIEHUUM OOJbHON. Y NaHHOU MallMeHTKA
C PaHHETro AETCKOTo BO3pacTa UMEIMCh MOpakeHUs BepX-
HUX U HIDKHUX ITBIXaTeIbHBIX ITyTei: 3aJI0KeHHOCTh HOCA,
B JaJbHEUIIEM — MPUCOEIMHEHUE KaIIlIST; B BO3pacTe
1 Mec. rocnuTaaIu3upoBaHa ¢ IMarHo30M OpPOHXUT, Oec-
TOKOWJI TOCTOSIHHBIN HACMOPK, CUHYCUTbI, TATMOPUTHI,
MalyeHTKa Mmojay4Jajla KOHCEpBAaTUBHOE JeueHre Mo To-
BOIY XpOHMYECKOTO CUHYCUTA B TIOJIMKJIIMHUKE TTO MECTY
JKUTEJIbCTBA.

Y4uTeiBasi OTCYTCTBUE CTOMKOTO 3(h(peKTa OT KOHCEP-
BaTUBHOM TePaITMK MYKOJIUTHUECKIMUI WHTAJISTLIMOHHBIMU
TperapaTaMy ¥ MHTASIIIMOHHBIMU TITFOKOKOPTUKOCTEPO-
HUIaMU, TI0CIe OOCYKIEHUSI IIPOBENCHO OMepallMOHHOE
JIedyeHre — MOJIUTIIOTOMUSI, PEKOMEHI0BaHA aHAJIOTMYHAsI
Tepanus rnocie onepauuu. CocTosiHue 1eBOYKU OCTaBa-
JIOCh OTHOCUTEIBLHO YIOBIETBOPUTEIEHBIM.

ITo pa3HbIM mpUYMHAM He HaOJOmaIach B OTHOM
MEIUILMHCKOM YUYPEXIEeHWU, OTCYTCTBOBaja 4yeTKasl

MMPEEeMCTBEHHOCTh IPY 00pallleHUH B pa3IMYHbIC THAar-
HocTudyeckue eHTphl. Crrycts 10 JeT TpyaHO OLICHUTH
SMU30[ YXYAIICHUS cyxa B Bo3pacTe 13 JeT, Kak u 1ie-
JIecooOpa3HOCTh ycTaHOBeHUs 1yHTa B 2017 1. 1 ero
rocyenytolee ynajieHue, OTHAKO B COOTBETCTBUU C T10-
CIICAHUM COTJIACUTEIBHBIM JOKYMEHTOM, BBHITTOJTHEHHE
TUMITAHOCTOMMH (IITYHTUPOBaHME OapabaHHBIX TTOJIOCTE)
C LIEJIBIO JIEYEHUST XPOHUUECKOTO IKCCYIaTUBHOIO U / WIN
PELUMAVBUPYIOIIETO OCTPOTO CPEIHETO OTUTA B CBSI3U C He-
JIOCTATOUYHOM 3(D(HEKTUBHOCTHIO U PA3BUTHEM OCIOXHE-
HUI1 He pekoMeHayeTced [13].

[Ipu nanpHeiiieM MPOrpecCUpPOBAHUU MATOJOTUU
U TLIATEJbHOM 00C/IeoBaHUU OOJILHOM crieluaaiucTaMu
Cankr-Ilerepoyprckoro HayuyHo-1ccienoBaTe IbCKOTO
WHCTUTYTA (PTU3NOITYIbMOHOJIOTMM MUHKUCTEPCTBA 30pa-
BooxpaHeHust Poccuiickoit Menepannu u 1oodcienoBa-
Huu B Bo3pacte 15 ser BeimoiHeHa MCKT, npoBeneHa
nuddepeHINaIbHAS TUATHOCTUKA C IPYTUMM PEIKUMU
3a00JIeBaHUSIMU, TIPU 3TOM UCKII04eH MB, kputepun
IUArHOCTUKU KOTOPOTO YETKO OINMUCAHBI B KJIMHUYE-
CKMX peKoMeHmauusx. OMHAKO JOCTaTOYHO TUITHIHAS
KJIMHWYeCKass KapTUHA B coueTaHUU ¢ bD 1 maHHBIMUI
HCCIIe0BaHMS OMONTaTa M3 HOCOBOM ITOJIOCTH TMTO3BOJIH -
s 3anono3puthb auarHos IN1IJI, Ho He ycTaHOBUTH €ro.
OcHOBaHUEM UTS IPOIOJIKEHUST TTOMCKA B KAYECTBE TTPH-
yuHBI BD y manmeHTKN SBUIach KIIMHUYECKass KapTHHA
3a0oJieBaHUST — coyeTaHue bD ¢ TyroyxocTblo, 3aTpymaHe-
HUEM HOCOBOTO JIbIXaHUsI, JTaHHbIE OMOIICMU, OCOOEHHO-
CTA MUKPOOHOJIOTHUUECKOTO UCCIICIOBAHMSI.

ITpaBUIBHBIN AUATHO3 YCTAHOBIICH B Bo3pacte 17 et
(B 2019 1. B Mockse). IlorpeboBanocs erie 2 rona,
YTOOKI AeBYlIKa B Bo3pacTte 20 JieT Obljia TOCTIUTATU3U -
poBaHa B knuHuky HUW NMO3JT1 HKUILL ®THOY BO
«JICII6I'MY nm. akan. U.I1.ITaBmoBa» Mun3npasa Poc-
CHU K CTIeIMAINCTaM, TIPEIJIOKMBIIMM B COOTBETCTBUU
C COBPEMEHHBIMU KIIMHUYECKUMU PEKOMEHIALMSIM TJIaH
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3ametku u3 npaktuku « Clinical cases

JIMCTIAHCEPHOTO HAOIIONEHUS U JICUEHMUsI, BKIJIOYast Ha-
OJitoIeHE T10 TOBOY KPOBOXapKaHbSI.

Yro KacaeTcs yCTAaHOBJIEHHOTO TMAarHO3a XpOHWYe-
CKMUI1 acIieprusuies JerKux, TO B 3TOM cllydyae MpeacTaB-
JisieTcst 6osee KOPPEKTHBIM TOJIBKO €ro 3aloJ03pUTh
T10 KJIMHUKO-PEHTIEHOJIOTUUECKUM TaHHBIM, T. K. YPOBHU
ob1iero n cnenndudeckoro uMMmyHoraooynmHa E u G
K A. fumigatum 1 ero MeTabOJMTHI B KPOBYU HE BBISIBJICHHI.

B xauecTBe Moa0XuUTEILHOTO (DAKTOpPa OTMEUEHO, YTO
dyukuus nerkux nauveHtku K. ¢ I nmeeT TeHaeH-
LIVIO K CTAOMTM3AIINY TTOCTIC TMAaTHOCTUKY U aleKBaTHOM
Tepanuu (ONTHUMAaIbHBIE O3Bl M KYPChl aHTUOAKTE pUAIb-
HOI Tepanuu B TeueHue 14 gHel, 1o MmokKa3aHUsIM — UC-
MOJTb30BaHUE WHTAISILIMOHHBIX MyKOJIMTUYECKUX aHTH -
OakTepuabHbIX pernapaToB) [1].

Takum oOpa3zoM, UMEHHO MPUMEHEHUE BCEX UMEIO-
mxcd MeronoB nuarHoctuku IT1/1, Bkiroyast reHeTH -
YECKOe UCCIeIoBaHue, TTO3BOJMIIO BEpUPUILIMPOBATh 11~
arHo3 ¥ Ha3HAYUTh TEPATTUIO C YICTOM CTCIICHU TSKECTH
B3, ipu KoTOpoit COCTOSTHME MAITMEHTKH YIIyUIINIOCH.

3aknioyeHue

Ha npumepe KJIIMHMYeCKOro Habt0AeHUsI TPOAEMOHCTPU-
poBaHbl cnoxHoctu auarHoctuku IMLJI. OtmeyeHo, uyTo
Mofao0OHbIe OOJBHbBIE HYXKIAIOTCSI B KOMILIEKCHOM 00CTe-
JIOBaHWU, MPOBEAEHUM TIIATEIbHOU TUddepeHnanb-
HOM TUATHOCTUKM JUISI UCKITIOUCHUS IPYTUX 3a00JIeBa-
HUI ¢ MOXOXei KIMHUYECKO KapTuHOI. JlucnaHcepHoe
JUTUTEIbHOE HAOMIOEHNUE OCYIIECTBRISETCS MYJIbTUINC-
LUTUIMTHAPHON KOMaHION CIIEIINAINCTOB, 00sI3aTeIbHO
MPOBOAUTCS MUKPOOUOJOTUYECKUT MOHUTOPUHT. [1pu
JICYEHU U XPOHUYECKOI'0 BOCIAJIMTEIbHOIO Ipoliecca
B BEPXHUX U HUKHUX JAbIXaTeJbHBIX MYTSIX, OCHOBAHHOM
Ha COBPEMEHHBIX PEKOMEHAYEMBIX CXeMaX, CHIDKAIOTCS
yacToTa 00OCTPEHU, CTEIEHb TSKECTU TeueHus 3a00J1e-
BaHUS U KyTIUPYIOTCSI BO3MOXHBIE OCTTOXKHEHUSI.
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