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Pestome

XpoHUyeckas MHeKUMs nerkux, Bbi3BaHHas Pseudomonas aeruginosa, CHUXKAET pecnupaTtopHyilo GYHKLMIO U NPOAOCIKUTENBHOCTb
XM3HW MaLMEHTOB C MyKoBMCUMAO30M. [Jo 2/3 rocnuTanusmpoBaHHbIX OOMbHBIX WMMEKT aHTUOMOTUKOPE3WUCTEHTHbIE LUTAMMBI
Pseudomonas aeruginosa, 4To 3aTpyAHSeT 3paAnKaLMOHHYI0 aHTMOaKTepHUanbHYO Tepanuio 1 B paae CydaeB ycyrybnsercs Hexena-
TeNbHbIMU NODOYHBIMK SIBNEHUSIMU AHTUMMKPOOHbBIX NpenapaTtoB. HYyTPUTUBHbIMA CTATyC MALMEHTOB C MYKOBMCLMAO30M HanpsMyo
33BUCUT OT aKTUBHOCTM XPOHUYECKOM NEro4HOM MHMEKLMU M YaCTOTbl NErOYHbIX 060CTpeHMiA. [IPUBOAMTCS OMMCaHUE KIMHUYECKOro
Cyyas nauMeHTKu, POXAEHHOM ¢ MyTaumeit F508del B roMO3MrOTHOM COCTOSHUM, 3aboneBaHune Bbin0 AMArHOCTUPOBAHO MO HEOHa-
TanbHOMY CKpUHWUHTY. OfHAKO, HECMOTPS Ha CBOEBPEMEHHYIO NMOCTAHOBKY [IMarH03a MyKOBMCLMAO03a, OTCYTCTBOBANA NPoduAaKkT1Ka
CMHAPOMA NOTepu CONeN, U NALMEHTKA peanu3osana cuHapoM [ceBno-bapTrepa, NOCNEACTBUEM KOTOPOIO SBUUCH TAXKENOe Hapy-
LeHWe NULLEBOTO NOBEAEHMS U PaHHEE — B BO3PACTe Tpex MecsaLeB — MHOULMPOBaHWe Pseudomonds aeruginosa. Hannume Heckonb-
Knx 6ruotunos Pseudomonas aeruginosa B MOKpOTe NaUMEHTKM B COBOKYMHOCTU C MHOXECTBEHHOM PE3UCTEHTHOCTBLIO K TPaAMLMOH-
HbIM MHFaNALMOHHBIM aHTUDOAKTepUanbHbIM NpenapaTtaM M HexenatenbHbIMU NODOYHbIMU SBNEHUAMU aHTUDAKTepUanbHOW nekap-
CTBEHHOW Tepanuu AenatoT 060CHOBAHHbLIM Ha3HAYeHWE anbTEPHATUBHBIX MHFANALMOHHbBIX aHTUOMOTUKOB, OAHUM M3 KOTOPbIX SBNS-
€TCS a3TPEOHaM JIM3MH, OTHOCSLLMICS K Knaccy MoHobakTaMoB. CMeHa MHransiLMOHHOM aHTMOaKTepuanbHOM Tepanum Ha a3TpeoHam
M KONUCTUH NPUBENA K CHUXXEHMIO MHTEHCMBHOCTM 06CEMEHEHHOCTU AbIXaTeNbHbIX NyTei Pseudomonas aeruginosa v BOCCTaHOBAe-
HUIO YyBCTBUTENBHOCTM K HEMCMOMb3YEMbIM NpenapartaM, B NpeAcTaBAeHHOM KNMHUYECKOM HabnoaeHun K TobpamuumHy. B naHHOM
cnyyae 6bi1a NPOAEMOHCTPUPOBAHA BaXKHOCTb MOHUTOPUHIA HYTPUTUBHOTO CTaTyca, ypoBHs 25(0H)D 1 nonbopa apeksaTHoi neyeb-
HOM [03bl BUTaMMHa D Ha pOHe XPOHWUYECKOM MHDEKLMM NETKMX.

KnioueBble cnoBa: MyKOBWUCLMAO3, MHTANSLMOHHbIE aHTUOUOTUKM, NeroyHble obocTpeHus, Pseudomonas aeruginosa, HyTpUTUB-
HbIh cTaTyc, Aeduumt 25(0H)D
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Abstract

Chronic lung infection caused by Pseudomonas aeruginosa reduces respiratory function and life expectancy in people with cystic
fibrosis. Up to 2/3 of hospitalized patients, have antibiotic-resistant strains of Pseudomonas aeruginosa, which presents significant
difficulties in prescribing eradication antibiotic therapy, which in some cases is aggravated by undesirable side effects of antimi-
crobial chemotherapy. The nutritional status of patients with cystic fibrosis is directly related to the activity of chronic pulmonary
infection and the frequency of pulmonary exacerbations. A clinical example discusses the tactics of prescribing an alternative
inhaled antibiotic aztreonam lysine (Cayston (Aztreonam lysine), Gilead Sciences Inc.) active against carbapenemases, including
metallobetalactamases, in a patient with multidrug-resistant Pseudomonas aeruginosa. The clinical case demonstrates the suc-
cessful eradication of the multidrug-resistant biotypes of Pseudomonas aeruginosa, and, as a consequence, the improvement
of respiratory function and nutritional status, including the normalization of the 25(0OH)D level in the patient.

Keywords: cystic fibrosis, Pseudomonas aeruginosa, inhaled antibiotics, pulmonary exacerbations, nutritional status, vitamin D

deficiency
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BBELOEHME

Mykosucumnpos (MB) - vactoe HacneacTBEHHOE MOHO-
reHHoe 3aboneBaHue, 0bOyCNOBNEHHOE MNATONOrMYECKUMMU
HYKNeoTUAHbIMKM nocnepnoBatenbHocTaMn  reHa CFTR
C ayTOCOMHO-peLeCcCUBHBIM TUMOM HacnefoBaHMUS, Xapak-
TEpU3YKLLEEC CUCTEMHBIM MOPAXeHWEM 3K30KPUMHHbIX
Xenes3 >XM3HEHHO BaXHbIX OpraHoB, UMelollee Txenoe
TeyeHue n nporHos [1-7]. TaxecTb coctosiHmns npu MB oby-
CNOBNEHA B NEPBYI0 o4epenb HakTepUanbHbIM XapakTepom
OpOHXMANbHOrO CekpeTa, B CBA3W C 4YeM HeobXxoauMbl
NOXW3HEHHOe Habn4eHWe 33 COCTOSIHUEM MWMKPOBHOTO
nersaxa M MCNonb30BaHWe aHTMBaKTepuanbHOM Tepanuu
(ABT) [8-12]. M3BeCTHO, YTO XpOoHMYecKas nHdekuus ner-
kux (XWJT), Bbi3BaHHag Pseudomonas aeruginosa, CHUxaeT
pecrnmpaTopHyto GYHKLMIO M B KOHEYHOM CUYeTe NPOAOMIKM-
TeNbHOCTb XM3HM 60bHbIX MB [7, 13-16]. Bbi3biBaeT 03a-
60o4YeHHOCTb YacToe (0o 2/3 ciyyaeB y roCnUMTannM3npOBaH-
HbIX OOMbHbIX) BbIBNEHME B MoceBax OPOHXMANbHOrO
cekpeta accousauuit MUKPOOPraHM3MOB, BK/IOYAKOLWMX
aHTUBMOTUKOPE3UCTEHTHbBIE LWTAaMMbI, Takne Kak Pseudomo-
nas aeruginosa (P. aeruginosa), MyKOUAHbIA U HEMYKOWOHbIV
beHoTUNbI, NpeacTaBUTENN HehEePMEHTUPYIOLLMX FPaMOTPU-
LaTenbHbIX MUKPOOpraHuamMoB — Stenotrophomonas malto-
philia (S. maltophilia), Achromobacter spp. (A. xylosoxidans,
A. ruhlandii), Burkholderia cepacia complex (B. cepacia)
n ap.[5-7,13-16].

BHeLpeHMe HOBbIX METOLOB JleYeHMUs, HALENEeHHbIX
Ha CFTR, byneT U3MeHATb KNMHUYECKYHO KapTuHY MB, ogHako
NleYyeHme pecnupaTopHbIX MHMEKLUMIA U NerodYHbix obocTpe-
HWIA QHTUOMOTUKAMM MO-MPEXHEMY OCTaHeTCs OCHOBOW
Tepanuu MB B 0603prmom byayuiem [17-20]. AHTUBMOTMKO-
pe3ncTeHTHble WTaMMbl Pseudomonas aeruginosa, nOMUMO
rnobanbHbIX nNpobnemM Ha o06LenonynsguMOHHOM YpOBHE,
NPeACTaBAAOT 3HAUUTENbHbIE TPYAHOCTM Kypauuu Takux
nauMeHToB Ha Mectax [21, 22]. Hawe knnHu4eckoe Habnto-
[leHWe [eMOHCTPUPYEeT 3BOMOLMI0 MMKPOBHOro neisaxa
C npuobpeTeHneM aHTUMUKPOOHOM MNOAMPE3UCTEHTHOCTH
Pseudomonas aeruginosa v yCcnewHon 3pagvkaumen noam-

pe3MCTEHOCTHOrO LWTaMMa JIeKapCTBEHHbIM MpenapaToMm
asTpeoHam nm3uH (Cayston (Aztreonam lysine) nmpou3Boa-
ctBa Gilead Sciences Inc.).

KNMHUYECKWUIA CNYYAN

Moo HabnogeHneM Haxogunacb nauueHtka 15 net
OcHoBHOEe 3aboneBaHWe - MYKOBMCLMAOO3, CMellaHHas
hopMa, Tsekenoe TedeHue, nepuof 06ocTpeHuns (06CTpyKTMB-
Hbli BPOHXUT). TeHeTuuecknin: MyTaums F508del B romosu-
FOTHOM COCTOSIHUW. XPOHWUYECKUI MONUMNO3HbIA PUHOCUHYCHT,
nepuoa HenofHoM peMuccun. MMkpobunonormyeckuin: xpo-
HMYEeCKas CMellaHHas MWHbeKkuns (XpOHUYECKUI BbiCEB
Pseudomonas aeruginosa,xpoHndeckuii BoiceB Staphylococcus
aureus ssp. Aureus). BHewHecekpeTopHas HeLOCTaTOMHOCTb
NOMKeNyo04YHOW Xenesbl Tsxenas.

OcnoxHeHusa: ractpo3sodareanbHas  pedatokcHas
6one3Hb 1A, XpOHMYECKMI HeKanbKyNe3HbIA XONeLncTHT,
LMCXONWS, HeAOCTAaTOYHOCTb BUTaMmHa D.

ConyTtctBytowme 3aboneBaHMs: CenekTUBHbIA aeduuut
MMMYHOrnobynunHa A, CybKAMHUYECKMI TMNOTUMPEO3, NMeno-
3KTa3ns CneBa, XOHLPOMATUS BMCOYHO-HUXKHEYENIOCTHOrO
CyCTaBa, XpOHMYECKUI TOH3UANT, KOMYMKOBbIN 3NUTENMANb-
HbIM CBMULLL.

AHaMHe3 3a6oneBaHus

[lnarHo3 MyKoBMCLMAO03a YCTAHOBMEH MO HEOHATaNbHOMY
ckpuHuHry: MPT = 135,4 vr/mn (HopMma < 70 Hr/mn), peTtect —
81 Hr/mn (HopMma < 40 Hr/mn), B Bo3pacTe 1 mec. npoBeseHa
notoas npoba Ha annapaTte «HaHogakT», NPOBOAMMOCTb
nota cocrasuna 109 mmonb/n (Hopma < 50 Mmonb/n), npu
nposeaeHunn IHK-gnarHoctmku B reHe CFTR BbiIBNEHa MyTa-
umsa F508del B roMO3UIOTHOM COCTOSIHUM M AMArHOCTMPOBAHa
TSHKENas HeAOCTAaTOYHOCTb MOAXKENYLOYHON Xene3bl (Ppekans-
Hasg anactasa - 15 Mmkr/r kana).

C Bo3pacta 1 Mec. nauMeHTKa nony4vana 6asucHyto Tepa-
nui B BWAE A0PHa3bl anbda, 3aMeCTUTENbHYI0 Tepanuio
naHkpeaTuyecknMm hepmMeHTaMu, XMpopaCcTBOpMUMbIE BUTA-
MuHbl (A, E, D). TeyeHne 3aboneBaHus COMPOBOXAANOCH
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pAOOM OCNOXHEHUN. Tak, B BO3pacTe 3 Mec. bblna rocnuTanu-
3MpOBaHa B OTAeNeHWe peaHuMMaumMn U UHTEHCUMBHOW Tepa-
nun (OPUT) c cunppomom [lceBpo-baptrepa (ypoBeHb
xnopa - 86 Mmonb/n, Hatpua - 115 mMmonb/n, kanus -
4,0 Mmonb/n), B nepmog rocnutanunsaumun 8 OPUT 6bin 3ape-
rMCTPUPOBAH nNepBbli BbiCeB Pseudomonas aeruginosa.
JpagMKaLMOHHAs Tepanus COrnacHoO COBPEMEHHbIM NpOTo-
KONnaM 3pafMKauuM MepBUYHOIO BbiCEBA HE MPOBOAWMNACS,
naumeHTKa nony4vana oguH aHTMBaKTepuanbHbIi Npenapar —
LuedTpMaKCOH, K KOTOPOMY, KakK W3BeCTHo, Pseudomonas
aeruginosa WMeeT MNPUPOAHYK PpEe3UCTEHTHOCTb. TeuyeHue
3ab01eBaHMS C POXAEHUS TKENOE, NOTPEOHOCTb BO BHYTPU-
BEHHOM aHTMbaKTepuanbHOW TepanuuM 2-3 pasa B rof.
C 4-mecayHoro Bo3pacta Habn4anMCb 4YacTble 3NU30.4bl
06CTpYKTMBHBIX BpOHXMTOB, A0 5 neT yacto 6onena OPU
(8-10 pas B rog), anM3040B MHEBMOHWIA He BbIno.

MNocne kynuposanus cuHgpoma [lcesno-baptrepa onu-
TeNnbHO (B TeyeHne 2,5 neT) HaxoamMNach Ha UCKKYUTENBHO
30HAOBOM MWTAHMU BCNEACTBME HAPYWEHMS MULLEBOIO
noBeAeHMUs M MOMHOIO 0TKa3a OT CaMOCTOATENbHOMO Npuema
MULLK, B CBSI3M C YEM MOCTOSIHHO MOMTyYana AOMONHUTENbHOE
JHTepanbHOE MUTAHWE C YYETOM KOHCUCTEHUMM MNULLK,
nocTtynawowen yvepes 3oHA. B panbHerwem nocne 3 net
NauMeHTKy yaanocb nepeBecT Ha OObIYHbIA MPUEM MULLM
yepes poT, OLAHAKO L0 CUX MOP COXPAHAETCS CHMXEHHas
TONEPAHTHOCTb K MUTaHMIO, KOTOPas BblpaXaeTcs B HEBO3-
MOXXHOCTW CbeAaTb Pa30BbIvi 06bEM NOPLMK B COOTBETCTBUM
C BO3paCToM, NOCTOSIHHO HecnokosT TOWHOTa, abaoMuUHaNb-
Hble 6onu. [lononHUTENbHOE 3HTEpanbHOE NUTaHUE U bep-
MeHTO3aMecTuTenbHag Tepanus B [03e N0  Junase
4 000 EO/r xupa B nuwe nNoO3BONSKT AOCTUraTb MHAEKCA
Maccol Tena (MMT) cornacHo Bo3pacty. Ho, HecmoTps
Ha BbICOKYIO [,03Y, MEPUOAMNYECKM OTMEYaeTcs cTeaTopes.

C 5-netHero Bo3pacta 6blia Ha3Ha4YeHa MOCTOSIHHAS
MHrangaumMoHHas aHTubakTepuanbHas Tepanua  (ABT)
MO NOBOAY KOHTPONS XPOHUYECKOM CMHETHOMHOM MHBEKLMM
TO6paMMULMHOM, @ C 8 NeT HavYana nNonyyaTb KypCbl MHraNLM-
OHHOTO KONMCTUMETATa HaTpus.

B TeueHue 9 neT B KayectBe 6a3MCHOM MHrANALMOHHOM
ABT mcnonb3oBana TobpaMUUMH. TaUMEHTKA MMEET KONIOHU-
3aUMI0 AbIXaTeNbHbIX MNyTENW CMEeLWaHHOW MWKPOodNopom
(Pseudomonas aeruginosa, kKak NpaBuno, UMeeT 0BWUNbHBIN
pocT 10° v Bblwe, U Staphylococcus aureus - TakxKe peru-
cTpupyeTcs 0bunbHbIN pocT).[lBa pasa B rog, peryaspHo npo-
BOOMUCH KypCbl BHYTpMBEHHO ABT (MepoHeM M amMuKaumH,
dopTyM u uunpodnokcauuH). B pesynbrate 9-netHero
MCMNoNb30BaHMs TOBpaMMUMHA Bbina yTpayeHa YyBCTBUTENb-
HOCTb Pseudomonas aeruginosa K faHHOMY Npenapary, 0 Yem
CBMAETENbCTBYHOT pe3ynbTaTbl HaKTEPUONOrMYECKOro NOCeBa
MOKpPOTbI Ha MUKpODOpy, BNepBble pe3ncTeHTHble K Tobpa-
MWULMHY BUMOTUNBI HaYanW BbILENATbCS U3 MOKPOThI B 2014 .
(mabn. 1). MapannenbHO MNAUMEHTKA OTMEeYana CHUXEHWE
3pbeKTMBHOCTM MPOBOAMMOW WMHIANSLMOHHOM Tepanuu
TOOPaMULMHOM, KOTOPOE BbIPAXANOCh B YCUAEHWUU KaLlAg,
YBEIMYEHUM KONIMYECTBA MOKPOTbI, OTCYTCTBMM MpUBABKM
Maccbl Tena, yBenuM4eHun noTpebHOCTM BO BHYTPUBEHHOM
ABT pno 3-4 pa3 B rog (mabn. 1). Kpome Toro, obpaiwaet
Ha cebsg BHWMaHWe OTCYTCTBME TMOJHOMO KAMHMYECKOro
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addekTa KONMCTUHA, Ha dOoHe MHransumii kotoporo (6 pas
B rof B TeYyeHWe nocnefHux 3 net) B Bospacte 11-14 net
coxpaHseTcs 0bunbHbIN pocT Pseudomonas aeruginosa, cTa-
6UNbHO U He MeHee 10° KOE/Mn. PesynbTaThl 6akTepronoru-
YeCckMX MOCeBOB MOKPOTbl AEMOHCTPUPYHOT MPUCYTCTBUE
B 2012 r. Heckonbkux 6uotunos Pseudomonas aeruginosa,
[1Ba M3 KOTOPbIX YCTOMYMBBI K TODPaMULIMHY.

TobpamuumH B 2009-2016 rr. nonyy4ana MOCTOSHHO,
BMepBble PE3NCTEHTHOCTb K TOBpaMULIMHY Bblna 3aperncrpum-
poBaHa B 2014 r. (N2 11661 ot 19.05.2014), ogHako B nocne-
LyloLmnx BaKTePUONOTMYECKMX MOCeBaxX KyNbTUBMPOBANUCH
6uoTunel Pseudomonas aeruginosa, 4yBCTBUTENbHbIE K TOOpa-
MuumHy (maba. 1-3). B nocneaytowem ¢ 2017 r. pe3uncreHT-
HOCTb LUTaMMOB P, aeruginosa K TObpaMuLMHY CTana NoCTOsH-
Hot (N2 14018 ot 18.04.2017),a k koHwy 2017 r. P aeruginosa,
NMOMMMO PE3UCTEHTHOCTU K TOBPaMULMHY, HaYana NpomyLum-
poBaTtb kapbaneHemasbl (N2 15285 ot 27.11.2017). C 31010
BPEMEHM Moflyyana Tepanui TOOPaMULMHOM COBMECTHO
C KONIMCTUMETATOM HaTpus.

HeobxooumMo 06paTuTb BHMMAHWE Ha HeXenaTe/ibHble
nobouHble saenenms (HM4), kotopbie conposoxganu ABT
y HabnopaemMoi HamMu nauneHTKu. Tak, py UCNONb30BaHMK
unnpodnokcaumHa B 2013 r. B Bo3pacte 6 net 6bina Bbipa-
XEHHas peakums GoToceHCMbunmnsaunm, a Takxke bonesHeH-
HOCTb B BUCOYHO-HUXKHEYENIOCTHBIX CYCTaBax M yyesanscr-
HOM cycTaBe cnpasa, B 2016 r. npu BHYTPMBEHHOM BBeAe-
HWUM LUMNpodIOKCaLMHA BO3HUK GiebuT, B CBA3M C KOTOPbIM
6bl1 AOCPOYHO 3aBeplleH Kypc uunpodnokcauuHa. Mpu
npoBeAeHWU aHTMBAKTepManbHOM BHYTPUBEHHOW Tepanuu
8 mapTe 2020 r. B Bo3pacTe 14 neT MEPOHEMOM U LUNPOd-
NOKCALMHOM Ha NOCNefHWIA OTMeYanach BblpaxeHHas GoTo-
YYBCTBUTENbHOCTb, KOTOPAs COXPaHANach B TeYyeHWe nocne-
oyoLwmx 6 mec.

B TeueHne nepuopa HabnogeHns no pesynbrataM Chu-
pPanbHOM KOMMbIOTEPHOM TOMOrpapuu OpraHoOB TPyAHOM
knetku (CKT OlK) c 2017 r. (11 neT) AmnarHoCcTMpoBaHbl HpOH-
X03KTa3bl 06oMx nerkux B npoekumm S4-5 cnesa
n S8-10 cnpasa. Mo pesynbratam CKT npuaatodHbIx nasyx
HOCa MOUMO3HbIA PUHOCUHYCUT.

@OyHkuma nerkmx ¢ 2018 . (12 net) cHu3mnach
c O®B, 111% ot momkHoro, MXE/T - 113% ot fomkHOro
no O®B, - 100%, ®XE/T - 106% ot gonxHoro, B 2019 r.
n panee 8 2020 . oTMeuyeHo cHkeHne go ODB, - 99%
n OXEN - 93% ot pomkHoro. TeM He MeHee nokasaTenu
COOTBETCTBOBA/IM HOpME.

Heobxoammo ckazatb, 4yto MIIK a3tpeoHama pang
P. aeruginosa onpepnensieTcs Kak YyBCTBUTENbHbIA LUTAaMM
npu KOHUeHTpauuu 1 Mr/n, pe3ncTeHTHbIl - 6onee 16 mr/n,
cornacHo HoBbiM pekomeHpaumsam EUCAST, sepcua 8.0,
2018 [15]. B cBA3M C WMPOKMM MPUMEHEHMUEM UHTANALMOH-
HbIX QOPM MPenapaToB 3TU KPUTEPUM TEPSIOT CBOKD 3HAYM-
MOCTb, MOCKOJIbKY B C/ly4ae MHransguum noKaabHble KOHLEH-
TpauMu AENCTBYIOLMX BeLLecTB MHOMOKPaTHO MpeBblllaloT
Te, KOTOPble MOXHO LOCTUYb NPU NapeHTepanbHOM crnocobe
BBeneHuna [16]. Tak, MCNaHCKMM COBETOM MO CTaHAAPTM3a-
LUNMKN YyBCTBUTEIbHOCTU U PE3UCTEHTHOCTU K aHTUOMOTUKAM
MENSURA (Mese Espanola de Normalizacion de
la Suseptibilitad y Resistencia a los Antimicrobianos)



Ta6nuya 1. \3MeHeHVe aHTUMUKPOBOHOW pe3ncTeHTHOCTU Pseudomonas aeruginosa B pMHaMuKe HabnaeHus
Table 1. Changes in antimicrobial resistance of Pseudomonas aeruginosa during follow-up

Bo3pact pebeHka, rogpl 8 9 10 11 12 13 14 15
(TeneHb KONOHM3aLMu
Pseudomonas aeruginosa, 10* 10° 10* 10° 10° 10?
KOE/mn
A3TpeoHam S S(8) 1 (16) S(3,5) S
AmukauuH S S R 1(32) S(8) S S
AsntpoMuupnH S R
[eHTaMULNH S R R R (8) S(2) S
MMuneHem/uunacratuu S R S S S R
JleBodnokcauuH S S S S S R R
Meponexem S I S S(2) S(1) S R
Monummkcnn B S S S S(2) S
Monumukenn E (konuctun) S S S S(2) S S S
Tukapuunnnn/Knasynao- S R
Bas KMUI0Ta
lunepaumunnmu S(8) S S
e e s
L . . 128RMr/n 128RMr/n 4 MSr/n . . .
Lledpenum S S S
LleonepasoH I
LleonepazoH/cynbbaktam S S
Ledrasmoum S S S S(8) S(8) S S S
LledTpuakcon R R
Liunpodnokcaumx S S S(0,5) S(0,25) S S

B 2005 r. nepecMOTpeHbl U yCTaHOBEHbI Bonee BbICOKME
TOYKM OTCEYEHMS AN WMHFANSUMOHHBLIX (GOpPM BBeAEeHMS
TobpaMuLMHa NpY onpeLeneHnmn YyBCTBUTENbHOCTH P. aeru-
ginosa ons YyBCTBUTENbHbIX LWUTAMMOB < 64 Mr/n, Ang yCToun-
YMBbIX WTAMMOB > 128 Mr/n, N0 CPaBHEHMIO CO 3HAYEHUEM
< 4 Mr/n ang 4yBCTBUTENbHbIX WTAaMMOB M > 4 Mr/n ang
YCTONYMBBIX WTaMMOB npu napeHTepasbHOM
BBeneHun [17].

B ouHamuke HabnwopeHus y NaUMEHTKM OTMeYaeTcs
nonMMUKpobHoe pa3zHoobpa3ne MUKpOBMOTbI AbIXaTeNbHOMO
TpakTa (maébn. 2), B T. Y. NOABAAIOTCS rpubbl, HAPSAY C 3TUM
YyBENUYMBAETCA CTeneHb KONMoHM3auuum Pseudomonas
aeruginosa. B 2017 r. 6611 3aperncTpMpoBaH NepBbii 3NM304
KONOHM3aLUMK  [blxaTenbHOro Tpakta Aspergillus spp.
(mabn. 2, 3), B CBA3M C 3TUM NALMEHTKA NMPOXOAMT perynsp-
Hoe, 1 pa3 B 6 MecC., UCCnefoBaHWe MMMYHONOTMYECKMX Map-
KepoB, no3ponswwmx auddepeHumposats ABJIA (annepru-
yeckuit BpoHxoneroyHblt acneprunnes) n XAJ1 (xpoHuue-

CKWMI acneprunnes nerkux), a Takke CA3eT NoCeB MOKPOThI
Ha rpubKoBYD MHbeEKUMI0. Ha cerofHAWHMIA LeHb AaHHble
06 ABJ1A n XAJ1 oTcyTCTBYHOT.

Hannune B mokpote Klebsiella pneumoniae (mabn. 2) -
npoayueHta 6eTa-nakramas, 00nafaloWero pe3nCcTeHTHO-
CTbt0 K aMUHoruko3uaam — B 2016 r,, no BCelt BEPOATHOCTH,
CnocobCcTBOBaNO rOPM30OHTANbHOW MNepefaye WMHTErpoHa,
COEPXALLErO FrEHHYH KacceTy AONOMHUTENbHOM YCTOMYMBO-
CTv K 6eTa-naktamMaM M amMUMHOMKKO3MAaM. KanHu4yeckum
BblpaXeHWeM gBunoCb npuobpeteHne Pseudomonas
aeruginosa GeHOTMNA MHOXECTBEHHOM JIEKApPCTBEHHOM
YCTOMYMBOCTH, B T. Y. K aMUHOINIMKO3MUAY — UHTANSLUMOHHOMY
TO6paMuLMHY.

B 6aktepuonornyeckux nocesax 3a 2019-2021 rr. uys-
CTBUTENbHOCTb psiga 6uotunoe Pseudomonas aerugino-
sa K MeponeHeMmy, uunpodnokcauuHy coxpaHeHa. OgHako
Ha GoHe NepopanbHOro NpuemMa wnm BHYTPUBEHHOIO BBEAE-
HMa umnpodnokcaumHa 6oian HIMA (obopmneHo n3BelLeHne
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Ta6nuya 2. NMonuMmkpobHble accoumaumm B AMHaAMMKe
HabnoaeHus
Table 2. Polymicrobial associations during follow-up

Pseudomonas aeruginosa 104
2014, 8 net
Staphylococcus aureus ssp. Aureus 105
Pseudomonas aeruginosa 10°
2015,9 ner Staphylococcus aureus ssp. Aureus 10
C KOHCTUTYTMBHBIM MLSb-(heHoTMNOM

Haemophilus parainfluenzae 106
2016,10 ner Klebsiella pneumoniae/pneumoniae - 10

npoayLeHT beTanakramas
Staphylococcus aureus ssp. Aureus 107

C KOHCTUTYTMBHBIM MLSb-(heHoTMNOM

2017.11 ner Serratia marcescens 10*
(andida albicans 10*
Aspergillus spp. 103
Pseudomonas aeruginosa muc. 103
2018,12 net Pseudomonas aeruginosa 103
Pseudomonas aeruginosa 103
Pseudomonas aeruginosa 10
Aerococcus viridans 107
2019, 13 net Neisseria spp. 10°
Candida spp. 102
Aspergillus spp. 102
Pseudomonas aeruginosa 102
2020, 14 net Enterococcus spp. 10°
Candida spp. 10!

o HIM$ no mecTy xuTensCTBa), YTo AenaeT NPUMEHEHME UHTIa-
naumoHHon ABT ewe bonee akTyanbHOM, Tak Kak A4ns neye-
HKMg 0BOCTpEHUI Nerknx u uHTepkyppeHTHbix OPU cyue-
CTBYeT NWUb OOMH KACC NepopanbHbIX aHTUCUHErHOWMHbIX
npenapaToB — 3T0 GTOPXMHONOHbI, UCMONb30BAHME KOTOPbIX
y NaUMEHTKM orpaHnyeHo. OrpaHuyeHbl U BO3MOXHOCTU BHY-
TpuBeHHOM ABT u3-3a HIMA v pesncteHTHOCTU (Maba. 1).

B pesynbrate Habnopaemas y nNauMEHTKM KAMHMKO-
MuKpobuonormyeckas KapTuHa NOCNYXKMna OCHOBaHWEM AN
Ha3HaYeHUs MHIaNSaLMOHHOMO a3TpeoHaMa Nn3unHa (ganee —
a3TpeoHaM), KOTOPbIA $BASETCS MOHOUMKIMYeckuM bGeTa-
NaKTaMHbIM aHTMOMOTMKOM. [laHHbIM NpenapaT He 3aperu-
cTpupoBaH B PO 1 6bin Ha3HayeH denepanbHbiM KOHCUANY-
MOM M0 XM3HEHHbIM NOKa3aHuaM. Ha doHe ncnonb3oBaHus
a3TpeoHaMma B TeyeHue nocnefHux 1,5 net QyHKUMS nerkmx
y NaLMEHTKM OCTAeTCs CTabunbHOM, CHU3MNACh NOTPeBHOCTDL
B KypCax BHyTpuBeHHOM ABT fo 2 pa3 B rof, KIMHUYECKM
YMEHbLUMNOCL KOAMYECTBO MOKPOTHI, npubasBka B Macce
coctaBuna 5 kr, B pocte — 5 cM (mabn. 3).
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CornacHo 3apy6exHblM M HaLMOHANbHBIM KOHCEHCYCaM,
BeAylWMM npenapaTtom B EBpone 1 A3um aBngeTcs MHranaum-
OHHbIM ToBpamuumH, a B CLUA — MHranauMoHHbIA a3Tpeo-
Ham [1-4]. O6a npenapaTta UMEIOT BbICOKYIO CTeNeHb AOKa-
3aTenbHocTM 3ddekTMBHOCTM U HesonacHoctn [18-20].
A3TpeoHaM B MHIANSILMOHHOM GopMe He ncrnonblyetcs B PO,
M pe3nCTEHTHOCTM K HeMy He BblpabaTbiBaeTcs. BeposiTHo,
370 00yCnoBWMNO ero 3PMEKTUBHOCTb Y AAHHOM MALMEHTKM,
4TO MOBAMSANO HA CHMXKEHWEe 0BOCTpeHUI, TpebyowWwmx nNpu-
MEHEHWS BHYTPUBEHHOW aHTMOAKTEpPUANbHOW Tepanuu
U NoAAepXKaHUS QYHKLUU Nerkux.

Ha cerogHaWwHWI aeHb MHOFOYMCNEHHBIMU UCCNEA0BaA-
HUAMW, MeTaaHaAM3aMMn [LOKa3aHO, 3 OCHOBHbIMW HOpMa-
TUBHbBIMU JOKYMEHTaMK No MB (KOHCEHCYChI, KTMHUYEeCKUe
peKOMeHAALMKN) LeKNapupyeTcs MONMOXEHUE O TOM, YTO
bYHKUMS NErknx U HYTPUTUBHBIN CTATyC HEpa3pbiBHO CBS-
3aHbl Mexay CoB0i M C BbIKMBAEMOCTbIO MALMEHTOB MNpw
MB, a KOppeKLUM1a HYTPUTUBHOIO CTaTyCa ABASETCS HE MeHee
BAXXHOM, YeM aflekBaTHas M He3omacHas aHTUMUKPOOHas
Tepanusa [1-4, 21, 22]. 30HA0BOE MNWTaHWE, MOCTOSHHAS
KOppeKUusa paunoHa 1 noabop naHkpeatTMyeckmux GepmeH-
TOB MO3BOAMAM [OCTUYb M COXpaHATb nokasatenu UMT
nauMeHTKM B COOTBETCTBMM C BO3PACTHbIMW HOPMaMM.
B KOHTEKCTE U3yUYeHWUs PONU OTAENbHbIX HYTPUEHTOB 3HAUM-
TeNbHOE KOMMYECTBO MCCNEeLOBAaHMIA MOCBSAWEHO CBA3M
obecneyeHHocTn 25(0H)D ¢ ocobeHHOCTAMM TeYeHUS MHO-
)ecTBa 3a601eBaHUM1, B OCHOBE NaToreHe3a KOTOPbIX NEXMUT
MWKPOBHOe BOCManeHue, Kak Npu MHEBMOHWUK, OCTEOMME-
nute, nuenoHedpute [21-25]. MNokasaHo, uto 25(0H)D
perynupyeT COOTHOLWEHWE NPOBOCMANUTENBHbIX U MPOTUBO-
BOCMANUTENbHbIX LUMTOKMHOB [22]. AKTMBHO aHaNM3MPYOTCS
cratyc 25(0OH)D npu MB u ero BauMsHMe Ha 0cobeHHOCTH
KNMHUYECKOro TeyeHms 6one3Hu, B pasanyHbIX UCCIenoBa-
HMax OblnM NokasaHbl accoumaumm cratyca 25(0H)D
CO CHWXEeHWEM QYHKLUM NErKnX, MUKPOBHOM KONOHU3aLUM-
en OblXaTeNbHbIX nyTen, BbICOKOW 4acToTOM
obocTpeHuit [23-25].

B paccMaTpvBaeMOM HaMM KJIMHMYECKOM cCiyvyae nauu-
eHTKe NpoBOAMACS MOHWUTOPMHT ypoBHS 25(0OH)D cornacHo
KNMHUYECKMM pekoMeHaauuaMm. Bnepsble uccnenoBaHue
npoeeaeHo B 2018 r. B Bo3pacTe 12 neT B BECEHHee BpeMS
ropa: yposeHb 25(0OH)D coctaBun 22 Hr/Mn v ero oueHunu
Kak nepuumt ButammHa D, Tpebytowmii KoppekLuum 403MpoB-
KM xonekanbuudepona, KotTopas Ha MOMEHT B3STWUS aHanu3a
M B TeyeHue nocnegHux 3 net coctasnsna 2 000 ME.
MaumneHTKe GbINa yBeNMYeHa Ao3a ButaMmHa D go 4 000 ME.
Cnepywouiee onpenenenune 25(0OH)D 6bino npoBeneHo naum-
eHTKOM oceHbto 2019 r. (13 neT) u nokasano OTCyTCTBME
NONOXUTENBHOM AMHAMUKK (27 HI/MA), YTO BHOBb MOTpebo-
BasIo yBeNMYeHus nevebHol 1o3bl BUTamMmHa D o 6 000 ME.
Nletom 2020 r. ypoBeHb 25(0H)D HopmanusoBancs u cocra-
BUN 34 HI/MN, OAHAKO OMTMMAbHbIM CYMTAETCS COAEPXKAHUE
25(0OH)D 6onee 50 Hr/mn. [Jo3a BuTamuHa D 6bina yBenuye-
Ha no 8 000 Ef, v yposeHb 25(0H)D nosbicuncs po 40 Hr/mn.
TakuM 06pa3oM, NaLMEHTKA AJIUTENbHO MPUHMMAET Xxone-
Kanbuudepon B nevebHbIX 033X C MONOXKUTENbHBIM 3P dek-
ToM. Habniopaemas MeaneHHas HopManm3auusa craTyca
Kanbuuamona obycnoBneHa TKeNoM BHeLHEeCeKPETOPHOM



Ta6nuuya 3. XapakTepucTuka GyHKLUMU TETKMX U HYTPUTUBHOTO CTaTyca NauMeHTKM Ha GOHe CMeHbl MHFaNSLMOHHOM aHTMbakTe-

puanbHon Tepanuu B 2018-2021 rr.

Table 3. Characteristics of pulmonary function and nutritional status of the patient against the background of changing inhaled

antibiotic therapy in 2018-2021

MHranaumoHHbIA aHTUBMOTUK TobpaMULMH W KONMCTUH | A3TPEOHaM M KOMUCTUH | A3TpeoHaM W KOMCTUH |  A3TPeoHaM M KONUCTUH
KonuuectBo BugoB Pseudomonas aeruginosa i?ﬁi:ﬁxg 1 HEMYKOMAHbI 1 HeMyKoMAHbI 1 HeMyKOMAHbI
CreneHb KOOHM3aLMK 10%-8 1x101-3 102 102
Pe3ucTeHTHOCTb K TOBPaMULIMHY ecTb ecTb HeT HeT
OXEN, % ot somkHoro (1) 113 (3,22) 100 (3,41) 93(3,29) 95 (3,30)
0®B,, % ot pomkHoro (n) 111(2,91) 106 (3,13) 99 (2,80) 98 (2,92)
Pocr, cm 159 163 165 168
Bec, kr 52 55 59 62
UMT, macca (kr) / poct? (M2) 20,6 20,7 21,7 22,0
IgE 0bwmid, Me/mn 5,61 6,62 6,13 =
IgE k Aspergillus Fumigatus, kU/L - meHee 0,1 (Hopma < 0,35) | menee 0,1 (Hopma < 0,35) | menee 0,2 (Hopma < 0,35)
1gG k Aspergillus Fumigatus, mr/n - 6onee 200 (Hopma < 50) | 6onee 250 (Hopma < 50) | 6onee 220 (Hopma < 50)
[lo3a ButamuHa D, ME 2000 4000 6 000 8000
25(OH)D, Hr/mn 22 27 34 40

HefOoCTaTOYHOCTBIO MOAXKENYAOYHOM Xenesbl M MoApOCTKO-
BbIM BO3paCTOM NauMeHTKu [24, 25].

Ha momeHT nocnepnHero ocmotpa B 15 net obuwee cocro-
SHWe nauMeHTKM yaoBneTBopuTenbHoe. Kawenb penkui,
ManonpoayktueHbIi. Opbiwkn HeT. Bec 62 kr, poct 168 cm,
MMT 22 Kkr/M2. KoxHble NOKPOBbl YMCTbIE, TENECHOTO LBETa,
eAMHMYHbIE aKHE Ha Koxe n16a, Haanneyui, CM3ncTble po3o-
Bble, BNaXHble, cknepbl Henble. [OLKOXHAs KneTyaTka pas-
BMTa AOCTaTOYHO, pacnpefeneHa paBHOMepHO. TOHbI cepala
SCHblE, PUTMUYHBbIE. B nerkmnx abixaHue xecTkoe, NpoBOANTCS
BO BCE OTAENbI, XPUTbl Pefkie BAaXKHble CpefHeny3bipyaTble
B npoekumn 8-10-ro cermMeHTOB cnpaBa u 4-5-ro cermeH-
ToB cnieBa. )KMBOT MArKWIA, He B3AyT, Ob0Ne3HeHHbIV B Me3ora-
cTpuu. NeyeHb +2 cM n3-nof pebepHOn oyru, HUKHWUIA KpaW
NAOTHO-3M1aCTUYHbIN, POBHBIN, OCTpbIK. CeneseHka He Mmanb-
nupyetcs. CTyn kawwuueobpasHblid, Yyawe 2 pas3a B [AeHb,
C NPUMECHI0 XMpa.

O6wuit aHanu3 KpoBM, 0bLWMIA aHaNM3 MOUK, BUOXMMUYe-
CKMI aHanu3 KpoBW - B npegenax Hopmbl. B konponoruu
HEUTPANbHbIN XUP Ha «+».

Mo paHHbIM CKT OTK coxpaHsoTca eanMHUYHbIE BpOHXO-
3KTa3bl 0boux nerkmx B npoekummn S4-5 cnesa n S8-10 cnpa-
Ba 6e3 oTpuuatenbHoi AuMHamuku. o pesynstatam CKT
NPUAATOYHBIX Na3yX HOCA KapTMHA NOMMMO3HOTO PUHOCUHY-
CuTa, He Tpebytolas onepatMBHOro nevexus. Mo pesynsta-
Tam cnupomeTpun  dyHkuma nerkux (ODB, - 98%,
@XEJT - 93%) ocTaetcs ctabunbHoi. Ha Y3M OBl ysennye-
HUEe U ONDOY3HbIE U3MEHEHMS MEYEHU U MOLKENYL0UYHOM

enesbl, XapakTepHble LS MYKOBMCLMAO3a, @ TakxKe Bblpa-
XeHHoe ra3o000pa3oBaHMe W MPU3HAKM XPOHMYECKOro
HeKasbKyJ1e3HOro XoneumncTuTa.

[ncnaHcepHoe HabntoaeHWe 3a NaUMEHTKOM NPOAOIKAETCS.
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