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CASE REPORT

Long-COVID, severe course, with congenital bronchiectasis, Williams-Campbell
syndrome. Case report
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Abstract

We present a clinical observation of an 18-year-old female patient with congenital bronchiectasis combined with congenital cystic degeneration
of the upper lobes of both lungs, Williams—Campbell syndrome, long-COVID, severe course. The patient was treated in infectious disease de-
partment (three times), with subsequent transfer to pulmonology department of Kursk Regional Multi-Purpose Clinical Hospital from 31.01.2023
to 02.05.2023. The patient was going to have lung transplantation, registered in Shumakov Federal Research Center of Transplantology and Arti-
ficial Organs earlier. The patient was transported by air ambulance escorted by the resuscitation team to the Shumakov Federal Research Center
of Transplantology and Artificial Organs on 02.05.2023 with negative PCR COVID-19 test. The literature data on the frequency of association of
these diseases, clinical features, criteria for diagnosis and treatment, indications for lung transplantation are presented.
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BeeaeHue

BpoxaeHHasi GPOHXO03KTa3Msl B COYETAHUM C KUCTO3HOI
IereHepalueil JIeTKUX IIpefcTaBisieT coboil XpOHUYECKOe
BOCIIa/IeH)e AbIXaTelbHbIX MyTell CO CTOIKoI fedopmariyeit
U pacupeHreM OpPOHXOB U BBIfielleHVeM OOV/IbHOI THOIHOI
MOKpOTSI [1, 2]. I yCTaHOB/IEHNS MPUYMHBI IIPOTPECCUPO-
BaHMsA 9TOTO 3ab0/IeBaHMsA HEOOXONMMO OLICHUBATb BHYTPU-
yTPOOHBIiT epuof, pasBUTHs pebeHKa M Hanuune MHGEKIIL,
[epeHEeCeHHbIX MAaTEPbI0 BO BpeMs [AHHOI OepeMeHHOCTH.
BpOHX09KTasbl, KaK MPAaBUIO, UMEIOT TEHMEHINIO K YTsDKe-
JIEHUIO TedeHUs1 3a00meBaHms ¢ BO3pacToM. TakKe OTMeIeHO
yBenMYeHNe KOMMYeCTBa CIydaeB GPOHXOSKTasUM Y [ieTeil B
CBsI3M C BHefpeHmeM KommbiotepHoil tomorpaduu (KT) Bo
BpaueOHYI0 NMPAKTUKY AUATHOCTUKY 3a00/TEBaHUIT IbIXaTeNIb-
HOII cucTeMBbl. B ocHOBe KimaccuuKanuy AaHHON IPYIIIDI 3a-
6071eBaHMII 110 STHOTIOTNYECKOMY (BaKTOPY JIEKUT MHOXKECTBO
[IPUYNH, HAIpUMep MH(EKIMOHHbIE aTeHTbI, UMMYHOfeduim-
TBI, CUCTEMHbIE PEBMATO/IOTMIECKIe 3a00/IeBaHIL, @ TAKXKe Te-
HeTHUYecKast MpefpacioIoXeHHOCTD [3].

Cry4an BpoXXIeHHOI OPOHX09KTa3UM PEIUCTPUPYIOTCS IIPU
AQHOMA/IVISIX PasBUTHS TPaxe0OPOHXMAIBHOTO IEPEBa, HAIIPUMep
I HacCTIefCTBEHHOM cuHapoMme Bunbsimca—Kamnberna [4]. Ota
HaToyIoruA AuarHoctupyerca no ganueiM KT opranos rpypgHoit
knetkn (OIK), mpepcrasisier co6oit BpOXX/JiEHHOE TeHeTnde-
CKM 00YCTIOB/IEHHOE 3a00/IeBaHMe CO CTOPOHBI [IbIXaTelTbHOI
CHUCTEMBI, 2 IMEHHO Hefopa3BuUTHe Xpsiieit 6ponxos co II go
VIII renepanun [5]. CymecTByeT IpeAronoxeHne 06 ayTocoM-
HO-PEL|eCCBHOM HAC/IE[OBAHNM IIOPOKA, OJHAKO B HACTOsIIIee
BpeMs IATO/IOTUYECKNIT TeH He BbifeneH. B 6ompumHcTBe CIy-
YaeB Takoll fjeeKT OPOHXOB MMeeT TeH/CHIMIO K IBYCTOPOH-
HeMy pacIIpOCTPaHEeHNIO, XOTA €CTb CTy4Yal ¥ OfTHOCTOPOHHETO
HOpaKeHVsI. B 1071b3y BpOXXEHHOTO IPOMCXOXKAEHNsI CHH/PO-
Ma Bunbsmca-Kamnbemia roBoput Hamudye OFHOTUITHBIX 110-
pakeHMIt Xpsllieil TPOKCUMAIBbHBIX OPOHXOB U OTCYTCTBHUE IIO-
BPEX/IEHNIT MHDIX 3/IEMEHTOB CTeHKM OpoHX0B [6]. Knmunyeckn
9TO BBIPKAETCA IPOsB/IEHMEM OPOHXVMAIBHOM OOCTPYKLNM,
HauyHAas C IIepPBbIX MeCsLeB XU3HM pebeHKa, a TAKXKe JaCThIM
HpYICOeIMHEHNeM BTOPUYHOI OPOHXONY/IbMOHANIbHOM MHGeEK-
. CuaapoM Bumbsimca-KamnGenia MoxeT IpOsBUTBCS yoxe
B paHHEM [I€TCTBE BBIPAXXEHHOI OfBILIKON Py HeGOIbLION
¢usndeckoll HarpysKe, MepUOFUYECKM CBUCTAIINM JIbIXaHUEM,
CTIBILIVMBIM Ha PAcCTOSIHUM, U KAlll/leM C THOJHOJ MOKpOTOJL.
Ha Havya/IpHBIX 9Tamax 3Ty 60/1e3Hb MOXKHO OIIMOOYHO IPUHATD
3a OOCTPYKTMBHBI OPOHXNT, THEBMOHMIO 1 [aXKe IPUCTYIIBL
6poHXMaNbHOI acT™BI (7, 8].

B HacTosee BpeMs Haubosee MHPOPMATUBHBIMU METO-
DaMy [IMAarHOCTMKM 3a00/IeBaHVsl SIBJISIIOTCS OPOHXOCKOIMS
n KT BBICOKOrO paspereHus1, KOTOpble peKOMEHIOBAHBI IS
MCIIONIb30BAHNA TIPY MTOTO3PEHNN Ha MaTbHOPMALINIO TPaxeo-
6ponxmanpHoro gepesa [9]. B mmane goo6cnenoBanus mpo-
BOAST OAKTEPMONIOINIecKye MOCEBbI KPOBY, MOKPOTHI, IIOTO-
BbIe IPOOBI 1 MCCTIE[OBaHMe TeHOB Ha MyKOBUCLIMO3, TAK KaK
JIETOYHBIE MPOSBIECHNA MYKOBUCIVI032 CXOXM C KIMHUKOI
6poHxoskTaTnueckoit 6omesun [10].

OCHOBHBIM METO[IOM JIEYEHUs TaKUX OONbHBIX SIBISAETCS
Me[{MKaMEeHTO3Hasi Tepalus U XUPYPrudeckye BMeLIaTe/IbCTBA.

KoHcepBaTiBHas Tepamus HamlpabieHa Ha 60pp0Oy ¢ MHpeK-
IMeil, yaydlleHre TPaxeoOPOHXMaNbHON HMPOXOJUMOCTH U
KyIMpOBaHIe IPOsiBIeHNII 6poHXManbHOI o6cTpykuum. [Tpu
XUPYPIMYECKONM TaKTUKE JIeYeHMs MCIIONb3YIOT OIepaliio
IY/IbMOHSKTOMMIO M/IY PE3€KIIVI0 JaCTH JIETKOTO.

ITporHo3 A/1s1 BBI3[OPOB/IEHVS IPU NAaHHOM CHMHJIpPOME He-
O/IarOIPYSATHBIN 13-32 YTPO3BI PasBUTMS JIETOYHOTO Cepila
U CepHedHO-/IerOYHOl HeJOCTATOYHOCTHU. TaKye OCIOXHeHUs
3a4acTyI0 IPUBOAAT K MHBAMIUJHOCTU M CMepPTU OONBHOTO, a
aJI€KBAaTHbIE He‘{€6HI)Ie MepOHpI/IHTI/IH JINIIb IIOMOTAKT 3aMe-
IAINTH IporpeccupoBaHye 3aboneBaHms. [103ToMy B TeueHnme
IOC/IIegHUX JIET B TaKTI/IKY JIeYeHUA 6OHI)HI)IX C CI/[H,E[pOMOM
Bubsmca-Kommbenna Hadamy BHEAPSATb METORMKY TpaHC-
ITaHTaouu, KOTOpaH MOXET HpOBO,T_[I/[TbCH B CTapHIeM Bospac-
te [11]. [l/s1 Xupypriwdeckoii omepamnum 1o mepecajgke OpraHoB
HeoOXOJMMBI CTPOrue IIOKa3aHNs, HAlIPUMep IIPOrpeccupyro-
Ias fpIXaTenbHast HemocTaTo4HoCTh (JIH) Ha doHe BpoxeH-
HOW 6pOHXO3KTaSI/H/[ JIETKNX B COYE€TAHUU C BpO)KIIeHHOI‘/‘[ KI-
CTO3HOI1 fiereHepanueil. B HacTosIIee BpeMs TpaHCIUIAaHTALMA
JIETKUX ABJISIETCA €IUHCTBEHHBIM CIIOCOOOM JIeYeHMSA HEKOTO-
pbIx 3a60/IeBaHMIT B TEPMMHA/IBHOM CTafu. B 0co6bIX cTywasx
TSDKEJIBIX XPOHUYECKMUX 3a060/eBaHmil TpeOyeTCsi TPaHCIIAH-
TalMs L[eJIOT0 CepAeYHO-IETOYHOro KoMItekca. HecmoTps Ha
TEXHIYECKYI0 CIIOKHOCTb OIepalyy M HeoOXOAVMOCTD [JIN-
TENbHOTO ITIpYeMa MMMYHOCTaTMYeCKUX IPeIapaToB, TaKo
METO[ JICYEHM IIOMOraeT HPOIUII/ITI) JKVI3HDb ITIAJVIEHTOB U 3HA-
YUTEIbHO YIYYIINTD ee KauecTso [12].

KAMHM4yeckoe HaOAlOAeHHe

IMarenTxa JI., 18 net, Haxoamnach B MHGEKIMOHHOM OT/e-
nervu Nel OBY3 KOMKGB ¢ 31.01.2023 ¢ guarHo30M «KOpOHa-
BUPYCHasA MHPEKIVA TAHKENIOro TedeHusA». [Tloce mpoBeeHHOTo
JIedeHVSl TOCIUTAIN3YPOBaHA B ITyJIbMOHOJIOTMYECKOe OTHesIe-
Hue, ¢ 07.02.2023 mo 02.03.2023 — B oTAeNIEHNE peaHUMALN U
nHteHcruBHON Tepanuu (OPUT), B CBsSU C MONOXXUTETbHBIM
Ppe3y/IbTaToM TecTa MomMepasHoii IenHoit peakiym (ITIP) Ha
PHK SARS-CoV-2 Ne2782 ot 02.03.2023 mapuipyTnsupoBaHa
B MH(peKUMOHHBI LeHTp. IIOBTOPHO IepeBefieHa B IIyIbMO-
nomornyeckoe otaenenne ObY3 KOMKD 15.03.2023 8 OPUT,
3aTeM B ITyJIbMOHOJOTMYecKoe oTAenenue ¢ 23.03.2023. Ognako
[TIIP-tect mHa PHK SARS-CoV-2 ot 10.04.2023 momo>xuTenb-
HbIT, 60/bHAas Tpetwmit pas (10.04.2023) rocmuranusupoBa-
Ha B uHdekiyonnoe otpenenre ObY3 KOMKB. IlepeBenena
B ITymbMoHororndeckoe otaenemne ObY3 KOMKDB (OPUT)
23.04.2023. Bo3ayIuHbIM TPaHCIIOPTOM IIO JIMHUM CaHABMALIAU
B COMPOBOXK/IEHMY peaHNMAIVIOHHON Opurabl MalyeHTKa npu
orpunarensHoM [11]P-maske Ha COVID-19 TpaHcniopTupoBana
02.05.2023 8 ®I'BY «HMUI] TUO um. akap. B.J. lllymaxosar.

Anamues mu3Hu

Pe6GeHOK OT MOBTOPHOI GepeMeHHOCTH, IIPOTeKAaIolIeil Ha
(bOHe ypeanna3M03a, MMKOIT/Ta3MO3a, I.IVITOMeFaHOBMPYCHOﬁ
nudexunn. B nepnone HOBOPOKAEHHOCTH EYMIACh B OTIe-
JICHUNM IIaTOJIOrUn HOBOpO)KJIeHHI)IX C OMAarHo3omM «BHyTp]/I-
yTpobHasa runotrpodus, 3afepxkka BHYTPUYTPOOHOTO pasBu-
TUsA, TUIIOKCMYECKN-NTIIEMNYECKOe HOpa)KEHI/Ie ueHTpaanoﬁ
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HepBHON cucTeMbl». VIHBamup 1-it rpynnbl. Yuutca B 11-m
KJIacce CpefiHell MIKOJIbI (foMallHee 00yYeHNe) Ha «XOPOLIO»
U «OTIIMIHON.

Anamue3 3abonesanus

Cunraer cebs1 60/IbHOIL C 6-TeTHETO BO3PACTa, KOTA CTa-
JIa TIEPEHOCUTD YacThble OCTPble PeCMpaTOpHbIe 3a60/IeBaHNs,
O6poHxuUTHI, THeBMOHMM. OTMeYanoch OTCTaBaHue B puande-
CKOM pasBUTHIN.

Heopxokpatso ¢ 2014 mo 2022 r. (1-2 pasa B rof) Ipoxo-
Awna craiyoHapHoe obcrenoBanue u jnedenue B OBY3 «06-
JIacTHast HeTCKasi KIMHMYecKas 6ompHuLa» I. Kypcka o moso-
[y TSDKEJIOTO TeYeHNs] BHEOOIbHMYHOM NMHEBMOHMY Ha (OHe
MHTepPCTULMAIbHON O0esHM jerkux, aug¢ysHoro ¢ubposa
JIETKVIX, ABYCTOPOHHUX OpOHX09KTa3oB, JH 2-3-it cTemeHu.
ITpoKOHCYbTMPOBAaHA MEAVIIMHCKMM I'€HETMKOM, BBIIIOTTHEHDI
notosble 1po6er NaCl — 44-47 mmons/n (HopMa 5o 60 MMOTIB/11).
ITposepneHo uccnegoanue obpasia JHK c menbio nonucka Hau-
6omee gacTeix MmyTaumit B rene CFTR, coctaBnsiomux 68% ot
o61iero 4uca MOBPEXAEHHBIX XPOMOCOM. VI3y4aeMbIX MyTa-
LIt He 0OHAPY>KeHO. 3aK/I0YeHe: JAHHbBIX 34 MyKOBUCI[U03
He nomy4eHo. B ¢eBpase 2014 1. ycTaHOBJIEH [YIaTHO3 «OPOHXM-
a/IbHasl aCTMa CPeJIHeIl CTeTleHN TSDKeCTH», Ha3HayeHa 6asycHast
tepanusi Cum6bukoprom 160/4,5 MKT, Ha pOHE KOTOPOII COXpa-
HSIMCh TIPUCTYTIBI OABIMKY 10 3-4 pa3 B Hemenmo. [IpucTyms
KyIMpOBa/IUCh [OMONHUTENbHBIMM MHramanusamu beponya-
nma H 20/50 mxr. B 2016 r. ipu oobcnegoBanum 1o gaHHbM KT
OTK BoisiBrieH fuddysHblit KUCTO3HBLI Prbpos3 ¢ popmuposa-
HIIeM CMeIIaHHbIX 6pOHX039KTa30B. ExxeropHo ¢ 2017 mo 2020 r.
IIPOBOAMIOCH CTAIMOHApHOE 0bOCIefoBanye u nedenne B HUN
uM. [0.E. Benbrumera, ®I'bOY BO «PHVMY um. H.JL. IIu-
poroBa». YCTaHOB/IEH [MArHO3 «MHTEPCTULMANbHAS OOJIEe3Hb
nerknx, nuddysHonit GubpPo3 Nerkux, AByCTOPOHHUE OGPOHXO-
9KTasel, cuHApoM Buibsamca-Komnbenma, [TH 3-1t cTenmenu».
Hasnavena Tepanus mpefHU30N0HOM 15-20 MI/CYT, AMTENDb-
Hasl OKCUT€HOTepanms B TOMAIIHUX YCITOBUAX.

B 2021 r. npoxoanna cranyoHapHOe obcremoBanme n je-
yenne B OIBY «HMUI THO um. akap. B.J. Illymakopar.
JlarHos «MHTepCTUIMaNbHOE 3a060/IeBaHNe JIETKUX, OPOHXO-
9KTaTM4ecKas 0O0/e3Hb, [ABYCTOPOHHME OPOHXO9KTa3bl, (u-
6po3HO-KICTO3HAsT TpaHchOpMalMs JIETKMUX, CUHAPOM Bu-
npamca-Komnbenna, JH 3-if cTemneHu, MemuMKaMeHTO3HBIN
cuaapoM Vnenko-Kyumuray». ITanneHTke mpoBefeHo obcre-
TOBaHME B paMKaxX IIPOrPaMMBbl IOATOTOBKYM K TpaHCIUIAaHTa-
LMY JIETKUX, TI0 pe3ybTaTaM KOTOPOTO IMOATBEP>K/eHbI ITOKa-
3aHuA K onepanuu. [Tpy BbINMcKe 3aI/IaHMPOBAHO BK/IIOUEHME
B CT OXMpanust ¢ ¢peBpasst 2022 r. PekoMeHIOBaHO MPOXM-
BaHUE B TPEXYACOBON TPAHCIOPTHOM gocTynHocTH 0T OIBY
«HMUI TNO um. akag. B.J. lllymakoBa» Ha HmeproOf mpeObI-
BaHMA B ucTe oXupanus. KOHTponbHOe obcmenoBanme Kax-
Able 3 Mec 1o HanpasieHuio 057/y.

CocrosiHne 60mpHOI yxyAmmaocs 28.01.2023 mocre KOH-
TaKTa ¢ 6OJIBHBIMY OCTPOIL PeCIMPATOPHOI BUPYCHOI MHpEK-
1ueit pofcTBeHHMKaMu. OTMedasa NOBbILIeH)e TeMIIepaTyphl
Tena Jjo 37,5°C, ycunenue OfbIIKM, KIS, BbIJielIeHIe CIU3U-
cro-rHoiHOI MOKpoTbl. C 31.01.2023 mo 07.02.2023 npoBesieHO
cranyoHnapHoe nederre B OPVIT nHbeKIMOHHOTO OTAeneHns
OBY3 KOMKD ¢ nmarHo3oMm «TsDKe/Ioe TedeHMe KOPOHaBM-
pycHoit MHbeKIM (IIOMTOKUTENbHbIN Pe3y/IbTaT MMMYHOXPO-
MaTorpaduyeckoro aHammsa Ha aHTureH K SARS-CoV-2 or
31.01.2023), [BYCTOPOHHAA IIONMCETMEHTapHas ITHEBMOHNS
CMEIIaHHOI 9THONOrMY Ha (POHE BPOKAEHHDIX JBYCTOPOHHIX
OPOHX09KTa30B, PMOPO3HO-KMCTO3HAsA TpaHCHOPMALYS JIer-
Kux, cuHipoM Bunbsamca-Kamnbemnna, JH 3-it cTenenu, memu-
KaMeHTO3HbIIT cuHfipoM VijeHko-KymmHrar.
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Puc. 1. Hortesble cparaHrn B BuAe GapaGaHHbIX NaAovek,
HOFTEBbIE MAACTHHBI N0 TUIY YaCOBbIX CTEKOA.

Fig 1. Nail phalanges in the shape of drumsticks, nail plates
in the type of clockwork glasses.

O6wuii ocmomp

Obee cocrosiHme TspKenoe. VIHpaHTMIBHOCTD. BHeurne
BBII/UIUT MOJIOKE CBOMX JIET, MU0 OfyTIoBatoe. Co3HaHMe
SICHOE, BO BPEMeHH, IIPOCTPAHCTBE M JIMYHOCTY OPUEHTUPO-
BaHa. [Tono)keHNe Te/la BBIHYXX/JeHHOE, OPTOIIHOI: CUASL C TIpU-
HOHSATHIM M3TOTOBbeM U3-3a OfbILIKy. [Jedpuimt Maccsr Tera.
MHpexc Maccel Tena 16,22 kr/m? (poct 136 M, Bec 30 kr). Koxk-
Hble IOKPOBBI ¥ BUAMMBIE CIM3UCTBIE 060IOYKY OTIeHO-1{Ma-
HOTUYHOTO I[BETA, OOBIYHOI BIAXKHOCTH, YnCThie. OTEKOB HET.
ITepudepruyeckue nmuMbarndeckue y3ibl He NaNbIUPYIOTCH.
HorreBsle dananru B Bume 6apaGaHHbIX ManO4eK, HOITEBbIE
IUIACTUHBL 110 THUITy 4acoBbIX crekon (puc. 1). Temmeparypa
Tema ot 37,8 mo 39°C.

ﬂbtxameﬂbmm cucmema

VucnuparopHasa opplmka. JacToTa fibIXaTeNbHBIX JABMKe-
Huit 32-36-40 B MunyTY. IIpy aycKynbTanmm merKux: fpIxaHue
JKECTKOE, PacCCESHHbIE XKy K>Kall[yie XPUIIbI Ha BBIJJOXE IO BCEM
JIETOYHBIM TIONAM, MO3aMYHO BJIaXKHbIE XPMIIBI, caTypaumsA
(SPO,) 95% na domne ypmaxkaenHoro O, yepes MMIEBYI0 MacKy
c motokoM 10-15 y1/mMuH.
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Cepoeuno-cocyoucmas cucmema

ITpm ayckynbTaumm cepaia: TOHBI CepAlla pPUTMUYHBIE, ITPY-
DJIyLIeHBl, akieHT 1] ToHa Haj| IeTOYHBIM CTBOIOM. Bhicmymm-
BaeTCs TPEXUIEHHBIN IPOTOAMACTONMMYECKMIT PUTM Tajiona Ha
BepXYIIKe, AMacTomdeckuii mym Ipexema—CTuita Hap j1erod-
HOI1 apTepuelt BO BTOPOM MexXpebepbe CIeBa, CUCTOMMYECKII
IIyM Y OCHOBaHMS MEYeBUJHOTO OTPOCTKA, YCUIMBAIOLINIACA
Ha Bpioxe (cumnroMm Pusepo-Kopsano). AprepnanbHoe faB-
neHue Ha o6enx pykax — 100/60 MM pT. CT., 4aCTOTa CEpPAEYHBIX
cokpaienmit 120 B MUHYTY.

TaHHbIe Ta60PATOPHBIX M MHCTPYMEHTAIbHBIX MCCIENO0-
BaHMIL: IPY TPAKTOBKE 1a60PaTOPHBIX aHA/IN30B KPOBY OTMe-
4aeTCs BRIPAKEHHas TepMuHanmbHas runokcemus (pO, 51 mm
pr. ct.) ¢ rumepkanuueii (pCO, 57 MM pT. CT.).

B o6mem aHamuse KpoBU Hpyu moctymwienun 31.01.2023:
remornio6un 138 r/1, apurpouutst 5,07x10'%/1, TpoM6OLUTEL
195%x10°/n, nevikountsr 17,9%10°/1, numdorursr 8,6%, MOHO-
uTel 7,4%, ManodKosifepHble HeifTpoduisl 12%, CKOpPOCTDb
ocepanns sputpountoB (COJ) 44 MM/4 — BBICOKMIT JIEIKO-
LJUTO3 C TA/I0YKOSIEPHBIM C/IBUTOM BIIEBO, TMMOIeHNs, 1Mo-
BoieHne CO3J; 26.02.2023: remornobus 98 r/i1, 3pUTPOLUTEL
3,3x10"%/n1, Tpombountsr 575x10°/71, nefikountsr 19,1x10%/1,
MMQOINUTH 16%, MOHOLMTBI 7%, MalOYKOSAepPHbIE HENTPO-
dubr 12%, CO3 64 MM/4 — aHeMMA JIETKOI CTENIEHN TAKECTH,
HOBbILIEHNE JiefikonMTo3a U HapacTanue COJ, BbIpa>KeHHbIIt
TpoM6o1mTO3; 24.04.2023: reMoro6un 121 r/71, spUTPOLUTHL
4,4x10"?/1, TpombonuTel 725x10°/71, neiikorutsr 22,8x10°/71,
M oyTs 8%, MOHOLMTHI 2%, [TATIOYKOsIIepPHble HelTpodu-
761 9%, COD 52 MM/4 — MOBBIIIEHNE TEMOITIOOMHA O HIDKHEN
TPaHNILIbBI HOPMBI, TPOJO/DKAIOIIMIICSA TPOMOOLNTO3, HApacTa-
HIe JIeJIKOLIMTO33a, He3HaUUTeIbHoe cHivkeHne COJ.

B 6uoxmmmyeckom ananmse Kposu 31.01.2023: o6mmit
6emox 72,4 t/n, 6mmmpybun 18,1-3,8-14,3 mmonb/i, Kpea-
tuHnH 70,4 MMOJb/N, amaHMHaMuHOTpaHChepasza (AJIT)
16,8 en/m, MoyeBUHa 5,4 MKMOJB/JI, acIapTaTaMMHOTpaHcde-
pasa (ACT) 19,1 en/n, rmoko3a 7,1 MMOB//I, aMuIa3a KpoBU
420,7 ep/n, C-peaxtuBHbIt 6enok (CPB) 236 Mr/mi — nogbem
amMmassl u ypoBHA CPD, He3HaunTe/nbHOe yBelInM4eHMe MMoKa-
3aTeqs ITII0KO3bI; 26.02.2023: o6muit 6emox 82,3 r/n, 6unmpy-
6un 13,6-3,6-10,0 Mmmonb/n1, kpeatunuH 77,1 Mmonb/ia, AJIT
9,3 en/m, moueBuHa 2,9 Mxmonb/n, ACT 19,9 en/n, rioxosa
3,8 MMonb/n, aMmnasa kposu 546,3 en/n, CPb 117,1 mr/mm -
HOBbILIEHNEe TIOKa3aTeNld aMMIasbl, cHIKeHMe ypoBHAa CPb u
IJII0KO3BI; 24.04.2023: 0611mit 6e1ok 96,6 r/1, bunupy6oun 15,9-
5,2-10,7 MmMonb/ 1, kpeatnHuH 80 Mmmons/n, AJIT 29,3 en/n, mo-
yeBuHa 5,5 mxmonb/in, ACT 43,9 en/n, rmokosa 4,2 MMONb/ I,
ammasa kposu 110 en/n, CPB 153 mr/mn — nosbienne ACT,
CHIDKEHNE aMIJIa3bl, TEHJIEHIUA K yBenudenuio yposHa CPb.

Koarynorpamma: 20.02.2023: axTuMBMpOBaHHOE YacTUIHOE
TpoMmbortactuHoBoe Bpems (AYTB) 21,6 ¢, mpoTpoMOVHOBBII
unpexkc 40%, D-mumep 1,06 HI/M7, MeXyHapOoJgHOe HOpMasl-
soBanHoe orHomenre (MHO) 1,69; 26.02.2023: AYTB 175,7 c,
IpOTPOMONMHOBBII nHpeKC 48%, D-mgumep 1,11 ur/mm, MHO 1,62;
24.04.2023: AYTB 31,6 ¢, mpoTpoMOUHOBBIT MHAEKC 69%, D-mu-
Mep 0,37 ur/mn, MHO 1,26 (Ha ¢oHe npueMa aHTMKOATY/ISIHTOB).

3HaueHMA NPOKATBIMTOHMHOBOrO Tecta: 03.02.2023:
0,5-2,0 ur/m1, 08.02.2023: <0,5 ur/mi, 01.03.2023: <0,5 Hr/MIL,
27.03.2023: <0,5 Hr/mI1.

OO6mmit aHaIN3 MOYM: €3 [1ATO/IOTMIECKIX M3MEeHEHMIL.

O6upmit  amanmms  Moxporsr  (10.02.2023, 27.03.2023,
03.04.2023): konnmvectBo 0,5 MJI, 3e/1€HasA, CIM3UCTO-THOMHAS,
BA3Kas, SIUTeINAIbHbIe KIeTKY 4-6 B 1107Ie 3peHN, JIeIIKOLIN-
TBI 26-18-40 B 11071€ 3peHMs1, anbBeoNsipHble Makpodaryu 2-4
B II0JI€ 3pEHM, SpUTPOoUNTEl 0-1 B 1O7Ie 3pEeHNsA, SPOXOKEBbIE
TpUOBI — 3HAYUTETBHOE KOTUYECTBO.
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Puc. 2. BpoxaeHHble 6poHx03KTasbl. KucrosHsle
TpaHcgopmalmm Aerkmx.

Fig 2. Congenital bronchiectasis. Cystic transformations of
the lungs.

IIuronormyeckoe muccuegoBanue Moxkporsr (08.02.2023,
24.03.2023, 05.04.2023): CAM3MUCTO-THOMHBI TUII MOKPOTBI,
OITYXOJIeBbIX K/IETOK He 0OHapy>KeHO.

B 6akTepmorormueckoM aHamamse MOKPOTBI HEO[HO-
KpaTHoe BbifeneHne Pseudomonas aeruginosa 1x10° KOE/mi,
MaCCUBHBII POCT, YyBCTBUTENbHBII K IUIIEPALVIUINHY, TTOJIN-
MUKCKHY B, To6pamununy, nedennmy, amukanuny, Klebsiellae
pneumonia 1x10* KOE/mi1, 4yBcTBUTEIbHAA K aMIMIVIIVHY,
CyIbbaKTaMy, MepoIeHeMy, IieoTakcuMy 1 e TasuanMy.

BakTepuomrornyeckuit aHanmus KpoBI — POCT MUKpOdIIo-
bl HE BBIABJIEH.

Pentrenorpadusa OTK — R-kapTuHa MOXeET COOTBETCTBO-
BaTb [IBYCTOPOHHUM OPOHXO9KTa3aM, KUCTO3HBIM M3MEHEHMU-
SIM JIETKUX (puc. 2).

KT OTK c 60110CHBIM ycHIeHMeM — IOTydeHHbIe JaHHbIE
MOTYT COOTBETCTBOBATb KUCTO3HOI TpaHCOPMALMM JIETKMX,
MHOXX€CTBEHHBIM OPOHXO- U OPOHXMOTIO9KTA3aM C [BYX CTO-
POH, y4acTKaM HepuOpOHXMaIbHON MHPUIBTPALNY BOCIATIN-
TENbHOTO TeHe3a, MO3aNIHOI JIETOYHOI IIIOTHOCTH, IPaBOCTO-
pOHHEMY MajioMy IIZIEBPalbHOMY BBINOTY, BHYTPUIPYLHOIM
mmmdaeHonaTuy, HeGOMbIIOI epefHeil KIMHOBUSHOM Jie-
dopmaryn Tenma L, (puc. 3). Onmcannble u3MeHeHNA 06yC/IOB-
neHsl cuHApoMoM Ynnbsamca-Kamnbernia. [lanHbIX 32 TpOMO0-
5MOOJINIO JIETOYHOII aPTEPUM HET.

AnmexTpoKapauorpadusa — peryyIAPHBII CUHYCOBBI PUTM.
MerTabonnyeckue HapyLIeHUs] B MIOKapfe.

YnbrpassykoBoe nccnegosame (Y3/) opraHos OproniHoi
TIOTIOCTH — 3XO-IIPV3HAKY ITAPEHXMMATO3HOTO TTAHKPEeaTHTa.

Y3WU cepaua — monocTu cepala He pacimympeHsl. Knaman-
Hblil anmapar 6e3 ocobenHocreit. Cucromndyeckas GyHKINS B
HOpMe, TPUKYCIIUJaAbHasA peryprutaums 1-it crenenn. Jlerou-
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Puc. 3. Kncrosnas tpaHcgopmaums Aerkmx, MHOXeCTBEeHHbIE GPOHX0- M GPOHXMOAOIKTa3bI.

Fig. 3. Cystic transformation of the lungs, multiple broncho- and bronchiolectasis.

Has runepreHsus 1-1 crenenu. CpefHee JaBleHNe B IETOYHON
aprepun 36,3 MM PT. CT.

V3 novex - 6e3 MaTonorum.

Y31 BeH HMCKHMX KOHEYHOCTEN — MarucTpajibHble ITTy-
60Kye BeHBI 00enX HYDKHMX KOHEYHOCTeN (061ast begpeHHas
BeHa, IIy0oKas OellpeHHas BeHa, IOBEPXHOCTHas OelpeHHas
BeHa, MOfiKOJIEHHAs BeHa, 3afHssA 6osbluebeprioBas BeHA U
ManobeplioBas BeHa) KPYIIHbIe, MbIIIeYHble; OOJIbIuast IIOA-
KOXXHas BEHa U Majasd MOJIKOXKHAasA BEHa KOHTPAcTUPYIOTCA B
peXMMe LIBETOBOTO JONIITIEPOBCKOTO KAPTUMPOBAHUA U KOM-
NIEHCUPYIOTCA.

KoHcynpTanus Kapamonora — IyIbMOHOT€HHasl apTepy-
ajIbHasA TUIIEPTEH3UA 1-11 CTeleHn.

IIpoBenennoe nevyenne: gyeToTEpanysa — OCHOBHON Bapu-
aHT auetsl + HyTpusn Crangapt 5004500 Mi1; yB/IasKHEHHBII!
Kucnopogp 15-10 1/MuH 9epes MUILEBYI0 MAcKy, 3aTeM — HEMH-
BasuBHAS BEHTWIALNSA JTIETKUX: FiO2 - 80%, SPO2 -91%.

[lna xynupoBaHuss OPOHXOOOCTPYKTMBHOTO CHHAPOMA
UCIIO/Ib30BA/IaCh MHTA/LALMOHHAA Tepamusa ¢ OPOHXOMUTHYe-
CKMMI, OTXapKMBAIOLMMM IIpenapaTaMy M aHTUCENTUKAMU
(pactBOp Beponyan 20 kamensb + 2 M1 ¢puspacTBopa 4 pasa B
CYTKM, pacTBOp MupaMucTut 2 M + 2 M1 puspacTBopa 3 pasa
B cyTk1, Komretun 80 Mr 2 pasa B [ieHb, pacTBop VIHracanuu
5 M1 2 pasa B fieHb), gononHutensHo Payndopr 1 makernk
1 pas B ieHb BHYTpb.

AHTn6axTepyanbHas ¥ IPOTUBOTPUOKOBAsA Tepamus Kyp-
camu 11o 10-14 ngneit: Meponem 1T 3 pasa B leHb BHYTPMBEHHO,
amukanui 0,5 T 1 pas B leHb BHyTPUBEHHO, /He30/muf, 600 mr
2 pasa B leHb BHYTPMBEHHO KallellbHO, 3aBuiiedTa 2,5 T 2 pasa
B IeHb BHYTPUBEHHO KaIenbHo, 3uHdopo 600 Mr 2 pasa B IeHb
BHYTPUBEHHO KarenbHO, Prmykomabon 100 M BHYyTPUBEHHO
KaIleJIbHO, IOMMMUKCUH B 50 Mr 3 pasa B leHb BHYTPMBEHHO
KarenbHO, TanyyuinH 4,5 T 2 pasa B IeHb BHYTPUBEHHO KaIle/lb-
HO, pocomunyt 2 r 3 pasa B IeHb BHYTPUBEHHO KaIleJIbHO.
VIndysuonnas tepammsa: pactsop NaCl 0,9% 400 mn BHyTpU-
BEHHO KaIleJTbHO.

IIporusoBupycHas tepanusa — pempecusup 200 mMr BHY-
TPUBEHHO KaIleJIbHO B 1-iT feHb, 3aTeM 100 mr, dpaBunmpasup
1o 1800 mr 2 pasa B CyTKM B 1-ii ieHb, fanee 1o 800 mr 2 pasa B
CyTKM €O 2-T0 110 10-Ji IeHb.

IIporuBoBOCHIaNUTENbHAS TEPANMA: HEKCAMETA30H 4 MI +
pactBop NaCl 0,9% 200 Mt 1 pas B leHb BHYTPUBEHHO KaIlellb-
HO, IperH130710H 30 Mr + pactBop NaCl 0,9% 200 M1 BHYTpu-
BEHHO KaIleNlbHO, pacTBOP AHanbIMH 50% 2 M1 BHYTPUBEHHO
(mipu TeMmeparype).

VIMMyHOMOpMPYIOLIas Tepanust — MMMYHOITOOY/INH de-
JIOB€Ka HOPMaJbHBIii 50 MI/M/I BHYTPMBEHHO Kalle/IbHO.

Tepanus comyTcTBylomux 3abonesanuit: lerrrpan 400 mr
BHYTpUBeHHO KamenbHo, Pocdormus 1 kamcyma 3 pasa B
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IeHb, AibMaresb 1o 1 mecepTHoit 10>kKe 3 pasa B JieHb, OMe3
40 Mr 2 pasa B leHb BHYTPUBEHHO, 20 MI 2 pasa B ieHb, Kpeon
10 000 ex 3 pasa B eHb, TaHKpeaTyH 1 TabeTKa 3 pasa B IeHb
BO BpeMmsi efibl, Budndopm 1 karcyna 2 pasa B ieHb, 61COIpPo-
non 5 mr 1 pas B genb, Copbudep 1 Tabnerka 2 pasa B [ieHb,
Opakcunapus 0,3 M 1 pa3 B ieHb ITOJKOXKHO, SHOKCATIApUH
Hatpud 0,3 M 1 pas B ieHb MOoAKoXHO. Pusnoneyenue.

IIpoxoncynprupoBana cnepnamictamu OI'bY «HMUIL]
THMO um. akag. B.JL. lllymakoBa», peKOMEHIOBAH II€PEBOJ, /I
pellleHUsA BOIPOCA O fla/IbHeiilIell TaKTUKe XMPYPIuiecKoro
JIe4eHNsI — TPaHCIUTAHTALUY JIETKUX.

OCHOBHOIT KIMHUYECKUIT AMAarHO3: BHEOOTbHIYHAS [IBY-
CTOPOHHSAA IOJIMICETMEHTAapHas ITHEBMOHMSA, TSKENIOoe 3aTsd-
HyBIleecsA TedeHMe, IBYCTOPOHHME OPOHXOIKTA3bl, KMCTO3HAA
TpaHcdopMaLys IErKuX, cuHapoM Bunpsmca-Kamnbenna, me-
IVKaMeHTO3Hblit cuHApoM Vuenko—-KymuHra.

Ocnoxuenne: [JH 3-if cremeHu, XpoHUYecKoe CYOKOM-
IIEHCUPOBAHHOE JIETOYHOE CepJille B COYeTaHMM C IYIbMOHO-
TEHHOJl apTepUaNbHON JIETOYHON IrMnepTeHsueit 1-it crenenn,
XPOHMYECKASA CEPMIEYHAasA HEJOCTATOYHOCTD 1-71 CTenenm.

ConyTcrByoliee 3a6oneBaHme: BTOPUYHBI MMMYHO-
mebuuuT, XpoHMYeCKast eme3ofeUIMTHAS aHEMMUsS JIETKOI
CTeNeHM TKeCTU, MeVIKaMeHTO3Hblil cuHApoM Vienko-Ky-
IIMHTA, AeUIUT MACChl Tela, MHAEKC MAacChl Tema 16 Kr/m?,
MH(AHTUIBHOCTD, XPOHNYECKNUIT HeOMIMAPHBI IapeHXuMa-
TO3HBIV ITAHKPEaTUT, PEMUCCHs, PEKOHBAIECLIEHT KOPOHABM-
pycHoit nHbeKuny (JIOHT-KOBUA-CUHPOM).

bonbhas mnepesesena B PI'BY «HMMUIL TUO um. akap,.
B.J. IllymakoBa».

Ob6cyxaenune

OTOT KIMHMYECKUI CITy4ail IpuMedaTe/eH U3-3a IepeHe-
CEHHOTO JIOHT-KOBH/ja Ha (pOHE BPOXX/EHHBIX OPOHXOIKTA30B
u cuHgpoMa Buibsmca-Ksmmbernma, 0CIOXHEHHOTO XPOHM-
YeCKMM CyOKOMIIEHCHPOBAHHBIM JIETOYHBIM CEpALieM U BbIpa-
>KEHHOJ IBIXaTelbHOM HEeJOCTaTOYHOCTbI0. [IponmoHrnposan-
HbIIT KOBUJ MpoTeKan y 6ombHOI ¢ 31.01.2023 mo 02.05.2023
C TSDKETBIMU KIMHUYECKUMM IIPOSBICHMAMIL: >KaIoObl Ha
YYBCTBO HEXBATKM BO3[yXa U BHIPAKEHHYIO ObIIIKY B IIOKOE,
TPeOYIOLIYIO HeIIPePBIBHO KICIOPOLHOI HO/I€ KK, KaIlle/lb
C OTHENEHMEM CNU3VICTO-THOMHOM BSI3KOJM MOKPOTBI 3€/1€HO-
ro nBeta B 60b1IOM KOMumyectse — 10 100-150 M1 B CyTKHU,
06111yI0 cMabocTh, HOBBILIEHNE TeMIepaTypel Tena o 39,5°C,
nepienre B ropie. KoponaBupycuas nndekuus COVID-19,
BUPYC UAEHTU(DUIMPOBAH TPIDKABL MMMYHOXpOMaTorpagm-
YecKmit aHamu3 Ha aHrureH ot 31.01.2023 - o6Hapysxen; ITLIP
PHK SARS-CoV-2 Ne2782 ot 02.03.2023 mOMOKUTENbHBII;
ITIIP PHK SARS-CoV-2 ot 10.04.2023 nmonmo>xurtenbHbIi. bomb-
Has I10/Ty4asia IPOTUBOBOCIIATINTENbHYIO TEPAINIO, ITTIOKOKOP-
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TUKOCTEPOU/IBL, HO [/INTE/IbHO COXPAHSINCh MACCUBHBIE M3Me-
HeHMsA IerO4YHOI TKaHu 1o faHHbIM KT. PagButye ToHT-KOBMIA
CBS3aHO, HECOMHEHHO, C Ha/lu4ueM BPOXJIEHHOI OpOHXOIe-
TOYHOJI IaToNorny B aHaMHe3se. [IponsBoaMIach MOCTOAHHAA
pecnmparopHas nopfiepkka npu chkennn SPO, menee 93%
co ckopocTbio 10 1/MmuH n noxnep>xusanca yposerb SPO, 95%
B COYETaHNY C IIOJIO>KEHNEM MAlVeHTKY Ha )KUBOTE B IIPOH-TI0-
sunym. AHTUKOArynsaHTHas Ttepamus (Ppakcumapun 0,3 M,
3aTeM 9HOKcanapuH Hatpus 0,3 mi). [IprMeHeHne CUCTEMHBIX
IJIIOKOKOPTUKOCTEPOUJI0B IIPUBOAU/IO K IOBBIIIEHNIO CaTypa-
LIV, YMEHbLIEHNIO BHIPaKEHHOCTH OfBILIKY. Bo/bHas momy4a-
J1a CUMIITOMAaTUYECKYIO Tepamnio 6yTamMuparoM, PeHramHoM,
KapOOILCTENHOM, 3PHOLVCTENHOM, Ca/IbOYTaMOIOM IIPU yCH-
NeHuy OpOHX006CTpYKTUBHOrO cuHApoma. Ha mporsxeHnu
BCETO JIeYeHNs MOTy4asa IPOTUBOBUPYCHYIO Tepammio (peM-
mecuBup, haBUIIMpPaBUD).

Y rocnuTannsupoBaHHBIX IALMEHTOB BEIMKA BEpOSAT-
HOCTb Pa3BUTH JIOHT-KOBUA-CUH/POMA IIPY [/IUTEIBHOM TIpe-
ObIBaHNM B ITaJTaTaX MHTEHCUBHOI TepaIniy C CIOIb30BaHNeM
MCKYCCTBEHHOJ BEHTWIALIMY JIETKMX, TOPa)KEHNEM JIETOYHO
TKaHu 6omee 30%. IIpefuKkTopamu JaHHOTO CUHAPOMA Y 60/Ib-
HOJt cmy>xmnyn nuM¢orneHns, nopbiuenne yposaa CPb (mum-
¢dounrter 8,6%, CPB 153 Mr/mi).

B uncie $pakTOpOB prCcKa MOXHO OTMETUTD U MPUHA/JIEX-
HOCTb K )KEHCKOMY IIOJIy, @ TAK)Ke IIOsIB/ICHNE JelIPeCCUM U Tpe-
BOXXHOCTH, II09TOMY [/Ls1 JIeYeHUsI J/IUTeIbHON KOPOHABUPYC-
HOJ MH(MEKIMM aKTyaIbHbIM ABJIACTCA ITONCK CIIeupIIecKNX
MMMYHOMOJYIMPYIOIIMX IIPOTMBOBMPYCHBIX IIpelaparoB.
Y maHHOJ MaLMeHTKY, HepeHeclIell KOPOHABUPYCHYIO MH(EK-
VIO, TIPOJO/DKAMU MPOSIBIATHCA OCTIOKHEHMs, CBA3aHHbBIE C
IIMTENbHBIM IIPUCYTCTBUEM BUPYCa B OpraHM3Me.

3akAloueHme

Hacrosmmii cry4ait HaI/IAgHO UIIOCTPUPYET, YTO Pa3BU-
THe JIOHT-KOBUJI-CUHAPOMA CBA3aHO C BOSHUKHOBEHMEM CII0XK-
HBIX MMMYHOIIATO/IOTMYECKUX PEeAKIMIl, BEAYIINX K LETOMY
CIIEKTPY HaTOMOP(ONIOrMYeCKMX M3MEHEHUIt, B IIepBYI0 Ode-
penb JIErOYHOI TKaHU, ¥ K PasBUTHIO HeOTarOIPMATHBIX Cep-
IeYHO-COCY/IVICTBIX COOBITUIL, BO3HMKHOBEHMIO CHCTEMHOIO
BOCIA/IEHNs 1 KOaryonaTun. [IIuTenbHoe 1eYeHne B Te9eHe
3 Mec KOMOpOMAHOI OONBHOM B YCIOBUAX MH(QEKIVOHHOTO

craronapa, OPYIT ¢ oka3aHMeM peaHNMAIIOHHOTO OCOOMs
(mocTaHOBKA LIEHTPAIBHOTO KaTeTepa, HeMHBA3MBHAS BEHTN-
JALMA JIETKNX), Tepanys MPOTUBOBUPYCHBIMU IpelapaTaMiu
M aHTMOMOTUKAMU SIB/ISIOTCS NPERUKTOPAMM IIOBBILIEHHON
JIeTaIbHOCTY y TALIMEHTOB C /TUTE/TbHBIM KOBU/J|-CHIPOMOM.

HecMoTpst Ha IPOBOAVMYIO TepaIuio, 60/IbHAS B TSKEIOM
cocTostHMM TpaHcnoptuposaHa B ®ILY «HMUIL TUO um.
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TPaHCIUTAHTALMN JIETKUX.
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CnmMcok cokpateHHi

AJIT - anmaHuHaMMHOTpaHCepasa

ACT - acmapraramMmuHoTpaHcdepasa

AYTB - akTMBUPOBaHHOE YAaCTUYHOE TPOMOOIUIACTIHOBOE BpeMsI
IIH - ppixaTenbHas HETOCTATOYHOCTD

KT- kommboTepHast ToMorpadus

MHO - MexxpyHapoffHOe HOpMa/IN30BaHHOE OTHOIIEHe

OIK - opraHbl IpyfiHOI K/IETKM

[P - nonumepasHas enHasA peakuyusa

CO3 - cKOpOCTb OCelaHNA SPUTPOLUTOB

CPB - C-peakTuBHbIit 6€/10K

OPHT - ornenenne peaHMMaluy M MHTEHCUBHOI Tepanun
Y3W - ynpTpa3ByKoBoOe UCCIEOBAHNE
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