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Pesiome

Ilenbo paboThl IKCIIEPTOB, OKA3bIBAIOLIMX MEAUIIMHCKYIO ITOMOIIb MalMeHTaM ¢ MyKoBHCcLIMI030M (MB), siBUIOCh CO31aHKMe KIIMHUYECKUX PEKO-
MEHIAIIMIA TSI IeTe v B3pOCIIbIX ManueHToB « KrcTo3HbIi propo3 (MyKoBUCIIMIO3)». MaTtepuaiibl 1 MeToabl. OCHOBY KIIMHUYECKUX PEKOMEHIAIN I
(2020) cocTaBuIM eBpOMEiCKME COTacUTebHbIE TOKYMEHThI 10 MB 1 HallMOHaIbHBINM KOHCEHCYC «MyKOBUCLIMIO03: OMNpeieIeHUE, IMarHOCTUYe-
ckue kputepun, tepanusi» (2016, 2019). Tlpu co3naHny KIMHUYECKUX PEKOMEHIALINI KCIIEPThl PyKOBOACTBOBAIUCH DenepanibHbIM 3aKOHOM OT
21.11.11 «O6 ocHoBax oxpaHbl 3MOPOBbs rpaxknaH B Poccuiickoit @eneparmu» Ne 323-D3, cT. 2 1 HOPMATUBHBIMU TIPABOBBIMU TOKYMEHTAMU,
PETYJIMPYIOIIMMU BOITPOCHI Pa3pabOTKU U YTBEPXKICHUSI KIMHUYECKUX peKoMeHaauuii (https;//rosmedex.ru/kr/). Pedynbrarsl. KiimHuueckue peko-
MeHau yreepxkaeHsl DeneparbHbIM TOCYTapCTBEHHBIM OIOKETHBIM yupeskineHueM «LIeHTp aKcTepTu3bl M KOHTPOJIST KauecTBa MEAUIIMHCKOMN
noMorm» MuHuctepcTBa 31paBooxpaHeHusi Poccuiickoit Meneparu B aBrycte 2020 1. Ha MX 0OCHOBE MOATOTOBJIEHBI CTAHAAPTHI MEIULIMHCKOM
TIOMOIIIY JIETSIM U B3POCIBIM MareHTam ¢ MB. PacivipeHs! anroputmMbl TMarHoCTUKM — TpexaTanHas crpaterust JIHK-nuarnoctuku, dyHKumo-
HaJIbHbIe MeTO/bI olleHKN padoThl CFTR-KkaHaa, 1abopaTopHasi, MHCTPYMEHTAIbHASI TUarHOCTUKA TIOPAXKEHUS! IbIXaTeJIbHOM U JAPYTHX CUCTEM,
IMarHOCTUKAa MUKPOOHO-BOCHAIUTEIBHOIO MpoLecca, MUKPOOUOIOTMIECKUY MOHUTOPUHT U TepareBThuecKue noaxonsl. [1onpodHO ommcaHbl
aHTHOAKTepUATbHAs TePaIusl, TO3MPOBKA MPETIapaToB U Kypchl. 3aKmodyenne. biaronaps OOHOBIEHHBIM KITMHUYECKUM PEKOMEHIAITSIM JUTS IeTei
Y B3pOCJIBIX BBIPAOATHIBACTCS AMHAs TAKTHKA IUArHOCTHKY, TepaIiuy 1 JMHaAMUYECKOro HabmoneHus naureHToB ¢ MB B Poccuiickoit Deneparmn
1 00eCTIeYMBaETCs] PEEMCTBEHHOCTb MEXIy TIeANATPUUECKON 1 TeParieBTUIECKOI CITY>KOaMU OKa3aHWsI METUITTHCKOW TTOMOIITH.
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Abstract

The aim of the experts who provide health care for patients with cystic fibrosis (CF) has been to develop clinical guidelines on cystic fibrosis for children
and adults. Methods. The 2020 Clinical Guidelines were based on the European consensus documents on cystic fibrosis and the national consensus
“Cystic fibrosis: definition, diagnostic criteria, therapy” (2016, 2019). When creating clinical guidelines, the experts were guided by Article 2 of the
Federal Law No.323-FL “On the basics of health care in the Russian Federation” as of November 21, 2011, and the regulatory legal documents
governing the development and approval of clinical guidelines (https.;//rosmedex.ru/kr/). Results. The clinical guidelines were approved by the Federal
State Budgetary Institution “Centre for Expertise and Quality Control of Medical Care” of the Russian Ministry of Health in August 2020. Standards
of medical care for children and adults with cystic fibrosis were prepared based on these guidelines. The diagnostic algorithms have been expanded with
a three-stage DNA diagnostic strategy, functional assays of CFTR channel, laboratory and instrumental diagnostic tools for assessing disorders of
respiratory and other systems, diagnosis of the microbial inflammatory process, microbiological monitoring, and therapeutic approaches. The antibiotic
therapy with dosages and courses is described in detail. The updated document should describe a unified tactic for the management of Russian CF
patients. Conclusion. Unified clinical guidelines for children and adults should develop unified tactics for the diagnosis, therapy, and follow-up of CF
patients in the Russian Federation and ensure continuity between health care services for children and adults.
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Jlist crieunaancToB, KOTOpbIe 3aHMMAIOTCS MpooieMoit
MykoBuciuno3a (MB), 2020 r. cran 3HaKOBBIM B YacTu
cHCTeMaTU3alluy 3HAHWI, HAKOIJICHHOTO MYJBTUINC-
LIMITJIMHAPHOTO OITbITa, MEXIYHAPOAHbBIX pEKOMEH AN
0 IMAarHOCTUKE U JIEYSHUIO TaHHOTO 32001 BaHus.
Llenpio X pabOTHI 3a MOCIEIHNE TOOBI CTAJIO CO3/a-
HUEe KIMHUYECKUX peKoMeHaanumii « Kucto3nelii pudpo3s
(MyKOBHUCLIMA03) AJIS IeTeil U B3POCIbIX».

MaTepMan bl U MeTOAbI

OcHOBY KIMHUYecKnX pekoMmeHaanuit (2020) coctaBu-
JIU eBpOIeiiCKUe ComTacCUTeIbHbIe JOKYMEHThl Mo MB
n HaunoHanbHBIN KOHCEHCYC «MYKOBUCLIMIO03: OIIpe-
JIeJIeHre, IMarHoCTUYeCcKre Kputepuu, Tepanus» (2016,
2019) [1-3], eqMHCTBEHHBI! HA TOT MOMEHT POCCUICKUIA
JTOKYMEHT, OTpakalolIWii COBpeMEHHBIE TTOAXOIbI K IM-
arHocTHke U yieueHuo MB. Ilpu cozdanuu kaunuveckux
peKomendayuil sxcnepmol pyKogoocmeosanicy Dedepanvhvim
saxonom Poccuiickoit @edepayuu om 21.11.11 N 323-D3,
cm. 2«06 ocHosax oxpamwl 300poews epaxcoan 8 Poccuiickoil
Dedepayuu» 1 HOPMATUBHBIMU TIPABOBBIMY TOKYMEHTAMMU,
PETYIUPYIOIIMMHI BOIIPOCH pa3pabOTKU M YTBEPKIACHUS
KJIMHUYECKUX pekomeHaatui (https.//rosmedex.ru/kr/)

Pesynbrarthl

KnuHuyeckue pekoMeHaaluu, Ha OCHOBAaHUN KOTOPBIX
IMOATOTOBJICHBI CTAHIAPTHI MEAUIIMHCKOM TTOMOIIIN JIe-
TSIM U B3pOCJIBIM TanmmeHTaM ¢ MB, yrBepxkneHsr Dene-
PaJIbHBIM TOCYIAaPCTBEHHBIM OIOIKETHBIM YIPEKICHUEM
«leHTp 3KcnepTr3bl U KOHTPOJIST KaYecTBa MEIUITMHCKOMN
noMouin» MuHUCTEpCTBa 31paBooxpaHeHust Poccuiickoit
®enepanym B aBrycte 2020 r. KimmHnueckne peKoMeHIa-
u (2020) TpUIIIM HA CMEHY YTPAaTUBIIEH CBOIO aKTy-
ajbHOCTh penakiu 2016 .

BriepBbie B TEpMUHOJIOTHIO BKITIOUEHO MOHSATUAE «XKU3-
HEHHBIC ITOKa3aHUsI». DTO KU3HEYTPOXKAIOIINE COCTOS-
HUST — MEKOHUEBBIH UJIeyC, CHHAPOM ITOTePU COJIH, JISTOU-
HOE KpOBOTEUYEeHHUE, THEBMOTOPAKC, OEJIKOBO-IHEPIeTH-
yeckas HenoctatouHOCTh 11 crenenu, apixatenbHas (JIH)
M JISTOYHO-CepaeYHass HeTOCTATOUHOCTh JII000i CTEIIeH!,
a TaKKe COCTOSTHUST, KOTOPBIE BIIEKYT 3a COO0 YMEHBITICHHE
MPOIOJIKUTEIbHOCTHY KU3HU MaLMEHTOB MPU OTCYTCTBUU
aJICKBaTHOM TepaIriy — BHEITHECEKPETOPHAs ITAHKpeaTH -
YyecKasl HeIOCTaTOYHOCTD, TICPBUIHBIN BBICEB, MHTEPMUT-
TUpYIOIIast / XpOHUYecKast MHMEKIINS JIETKMX, OMIMapHbIi
LIMppo3 neyeHu, M B-accolimmpoBaHHbIN caxapHblii TuadeT
(MHCYIMHO3aBUCUMBII). JlTaHHOE MTOHsTHE C(HOPMYJIUPOBa-
HO IUTS pacIIMpeHUsI BO3MOXHOCTEH cIreranicToB o MB
TpY Ha3HAYCHUU JIEKapCTBEHHBIX ITPETIapaToOB IT0 KOHKPET-
HOMY TOPrOBOMY HaMEHOBAaHUIO WU off-label.

BcemmpHoit oprann3anmeit 3mpaBooxpaHeHus, Mex-
nyHapoaHoi u EBporieiicKoii accoupaiussMy MyKOBUCLIU-
J03a TIPUHSATA Ki1accuduKams, IpeacTaBIeHHas: B OOHOB-
JICHHBIX KIMHUYeCcKuX pekoMmeHaauusx (2020):

* Kjaccuueckuiit MB ¢ maHkpeaTHuecKoi He1oCcTaTou-
HOCTBIO (CMEIIaHHAas WU JIETOYHO-KUIIIeYHas (hopma
3aboneBanust) (PI. E84.8);

* xjaccuueckuit MB ¢ HeHapylieHHOM pyHKIMel no-
JKeJTyTOUHOM XeJie3bl (MPEeUMYIIECTBEHHO JIerouHast
(opma 3abonesanumst) (PS. E84.0);

* HeompeAeJeHHBIN TMarHo3 IIPHY MOJOXUTEILHOM HEO-
HaTasibHOM ckpuHuHre Ha MB (E84.9);

* 3abojeBaHus, accoluupoBaHHblie ¢ reHoM CFTR:

— M30JMPOBaHHAS OOCTPYKTUBHAS a300CTICPMUSI;

— XPOHMYECKMU IMTaHKPEATUT;

— JMCCEeMUHUPOBAHHbIE OPOHXOIKTA3HbI.

ITatorene3 MB c ero peanuzauueii B BUae KIMHUYE-
CKUX TIPOSIBJICHUI TIpeICTaBIICH B Ta0I. 1.

CylecTBeHHO pacIIMpeH pa3es, MOCBSIIeHHBIN Ja-
O0opaTtopHoit nuarHoctuke MB. YTouHeHbl mokazaTenu
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Tabauua 1
Ilamozenes myxosucuudosa
Table 1

Pathogenesis of cystic fibrosis

opFaHI:I W CUCTEMbI

Jlerkue

MomxenynouHas
*enesa

MeveHb

KuweyHuk

OKONoOHOCOBbLIE nasyxu

ANeKTPONMUTHBIN
6anaHc

PenpoaykrtusHas

MaTonornyeckue npouecchbl

BpoHX006CTPyKLUMS, CHUKEHWE TONEPAHTHOCTH K MHAeKLMK,
KOMOHM3aLMsA AbiXaTenbHbIX NyTei Pseudomonas aeruginosa

1 APYTUMIN NaToNOruyeckMMM MUKpPOOPraHU3Mamm, XpoHuyeckoe
BOCNaneHue AbIXaTenbHbIX NyTel, GPOHX03KTa3bl, AECTPYKLNA
napeHXMMbl erkux

OGCTpyKLMA NPOTOKOB Kene3bl, NOSIBNEHNE KNCT, HeA0CTaTOYHOCTh
MoAXenyA0HHON Xeneabl (BHYTPEHHe- U BHeWHeCeKpeTopHas),
KuLWeYHas manbabcopoums

Xonecras, xonenutuas

YBenuyeHue BA3KOCTH | aAre3UBHOCTH KanoBbIX Macc

OBCTPyKLMA COYCTHIA OKONOHOCOBBIX NMa3yX, 3aCTOM CNMU3u

B N1a3yXax, KONOHN3aLmsa CNU3MCTON 060M104KM NONOCTH HOCa

11 OKONTOHOCOBbIX Ma3yX NaToNorMyeckoi MMKpodnopon

(B T. u. P. aeruginosa), thopMMpoBaH1e NONKUNOB B OKONOHOCOBbIX
nasyxax ¢ pacnpocTpaHeHueM B NONoCTb Hoca

Tunokanuemus, TUNoHaTpuemMus, runoxnopemus, ankanos

OGCprKLIVIH n nocneaywllas atpesua BbIHOCALIUX MPOTOKOB ANYEK.

KoHeuHblit pe3ynbTar

[bixaTenbHas He[OCTaTOYHOCTb, NEroYHas runepTeH3ns, cepaeyHas
HEe[O0CTaTOYHOCTb

MekoHueBbIi uneyc. HapyweHue cTyna (4acTbli, XUPHbIN,
3MI0BOHHbIN, 0GUNbHBIIA), CHUXEHNE HYTPUTMBHOFO CTaTyca

(y meTeli — OTCTaBaHWe B Pa3BUTUM), aBUTaMUHO3bI, BbINafeHNe
NPsSIMOIA KULLKK, CaxapHbIi avabeT

Liuppo3 neyeHu, CUHAPOM NOPTaNbHON rUNepTEH3NM,
TUNepCneHN3M, NeYeHOYHas Hel0CTaTOYHOCTb, KeNYHOKaMeHHas
6onesHb

Knweynas HenpoxoanmocTb. CUHAPOM AUCTaNbHON
MHTECTUHANbHON 06CTPYKLMK (BbINAAEHNS NPAMON KULLKW)

Xpouwlecxm“« PUHOCUHYCHUT, NONUMNbI B OKONTIOHOCOBBIX Masyxax
W NONoCTH HOCa

CuHppom nceBpo-baptrepa (CMHApOM notepu conei)

Becnnogue

cuctema (y MyXunH) Asoocnepmus

KJIaCCUYECKOT0 METOJa OMpPeAeIeHUST DJEKTPOJIUTHOTO
COCTaBa IoTa METOIOM IMJIOKAPITMHOBOTO 3JIeKTpohope-
3a o I'ubcony u Kyky (1959): Hopma — < 30 mmonb / 11,
rorpaHuYHbIe 3HaYeHUsT — 30—59 MMoIb / 71, MOJIOXKM -
TeJIbHBIN pe3ynbraT — > 60 mmosb / 1 [1, 2]. [Toka3zarenun
XJI0puaoB > 150 MMOJIb / JT AOJDKHBI OBITh MOABEPTHYTHI
comHeHMpO. [1py ompeneeHNN TPOBOINMOCTH TIOJIO-
JKUTEJBHBIM pe3yJabTaToM miss MB cumTaercst mokasa-
TeJb > 80 MMOJIb / JI, TOrpaHWYHBIM 3HaUeHueM — 50—
80 mMob / 1; HOpMalibHBIM — < 50 MMosb / 1. [Toka3za-
TEJIN IIPOBOANUMOCTH > 170 MMOJIB / JT TOJKHBI OBITH ITOM -
BepruyThl comHeHu1o. [To manHbIM peructpa MB (2018),
MoA00HbIE OLIMOKU YacTO AOMYCKAIOTCS B peruoHax [4].

Bpems cbopa nota He 10JKHO TipeBbilaTh 30 MUH,
MUMHUMMAaJIbHO IOMYCTUMOE KOJAMYeCcTBO nota — 75—100 Mr
(15 mxu B kosutekTope Macroduct), CKOPOCTb TIOTOOTIIEIE-
HUSI TOJIKHA COCTAaBISATh > 1 T/ M? B MuHyTYy. O0s13aTelb-
HBIM SIBJISICTCS TIPEIBAPUTEIHHOE TIIATEIbHOE OUMIIIEHUE
KoXu nanuenTa. Ocoboe BHUMaHUE TPpeOyeTCs IIPU TTOI-
TOTOBKE KOXH IMallMeHTOB, IIUTEILHO MPeOBbIBAOIINX
B CTallMOHAape.

B kauecTBe TOMOJHUTEIBHOTO TECTA MAIIUEHTAM C TT0-
nmo3peHreM Ha M B, 0coGeHHO B COMHUTETBHBIX CITyJasix,
IIPY MOTPAaHUYHBIX 3HAUCHUSIX TTIOTOBOTO TECTa, HEBbIpa-
JKEHHOM CUMITTOMATUKE U / WU MIPU HETIOJIHbBIX KJIaCCH-
YECKMX MTPOSIBJICHUSIX 00JIE3HN PEKOMEH TyeTCS IIPOBEJIe-
HHE UCCIIEIOBAaHUS PA3HOCTU KUIIIEUHBIX TTOTCHIIAAJIOB.
CornacHO CTaHIAPTHBIM ONIEPALIMOHHBIM ITPOLIEIYPaM,
JJISI UBMEPEHUST Pa3HOCTH KUIIEYHBIX MMOTEHIIUAJIOB UC-
noJi3ytorcs < 3—4 006pa3loB peKTAIbHBIX OMOMNTATOB.

BriepBhIe B KIIMTHNYECKUX PEKOMEHIAIINSIX U3JI0KEHA
CTpaTerus MOJICKYJISIPHO-TEeHETUICCKOM TUarHOCTUKH
MB, koTopas BKI104aeT HECKOJIbKO ITaIOB:

* Iaran. [IpoBoauTCS MOMCK BapuaHTOB, HauboJIee ya-
CTBIX B MOMYJISILIUU, K KOTOPOI MPUHAMJIEXKUT 00cie-
nyemblii [2];

e II 3ran. [Ipu ncnojib30BaHUU CEKBEHUPOBAHUSI 110
CoaHrepy WiM BhICOKOTIPOM3BOIUTEIbHOM CEKBEHU-
pPOBaHWM TeHOMa MPOBOIUTCS PACIIMPEHHBIN TONCK
OoJree peIKUX BapHaHTOB;

e III sTan. OOGBIYHBIMU CKAHUPYIOLIMMU METOJAMMU,
B T. Y. CEKBEHHPOBaHMEM, MOXHO BBISIBUTh Hapyllle-
HUSI MOCJIEA0BAaTEIbHOCTU TeHa, HE3HAUYUTEbHbIE
10 TIPOTSDKEHHOCTHU, — HYKJICOTHIHBIC 3aMEHEI, He-
oospime aenenuu / mHcepuu. [lepecTpoiiku, oxBa-
THIBAIOIIME HECKOJIBKO I3K30HOB / MHTPOHOB, TAKUMM
MEeTOIaMU He BhISBISIIOTCS. PeKoMeHIyeTcsl UCToIb30-
BaHWE MYJIbTUTIJIEKCHOM JIMTa3HOM 30HI0BOW aMTLIN-
ukanmm 1M60 KOJIMIECTBEHHOU (DIIFOOPECIIEHTHOM
MYJIbTUILJIEKCHOM MOJMMEPA3ZHOM LIETTHOM pEaKIIMU.
Oco00e BHMMaHUEe B KIMHUUYECKUX PEKOMEHIALMIX

yIeJICHO TUAarHOCTUKE U JICUCHUIO XPOHUIECKOTO OPOH-
XOJIETOYHOTO TIpoIiecca KaK OIPeaeISIIoNIEeMy TSIKeCTh
3a00JieBaHUS U B OOJILIIMHCTBE CAy4yaeB — MPOIOJIKMU -

TeJIbHOCTD XKM3HU MallUeHTOB.

OCHOBY MOHUTOPWHTAa MHMEKIIMOHHOTO Tpoliecca

B IBIXaTEJIbHON CHCTEME COCTaBIISIET MUKPOOMOJIOTYE-

CKasl MMarHOCTHKa, BKJIIOUEHHAas B pa3es 1adopaTOpHbIX

JNUArHOCTUYECKHUX HccaenoBaHuil. MUKpoOuoornueckoe

HCccIIenoBaHe MOKPOTHI (MHAYLIMPOBAHHON MOKPOTHI MJTH

TpaxeaJbHOTO acCIpaTa), WK, B UCKITIOUUTEIbHBIX CUTY-

alusx (s MiIalieHLeB), — opodapruHIealbHOIO Ma3Ka

¥ / VTV XXUIKOCTU OPOHXO0AIBBEOJIIPHOTO JaBaXka, peKo-

MeHJyeTcsl BceM nalueHTaM ¢ MB (unu ¢ nono3peHuem

Ha MB) mis unpeHTMdUKaLIMU MaToreHa(-0B) W OIpee-

JICHUSI YYBCTBUTEJIbHOCTU BBIACICHHONH MUKPODIOPHI.
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HUccnenoBanue npoBoauTcst He pexe 1 pasa B 3 Mmec.,
T10 TIOKa3aHUsIM — yYalile.

OCHOBHBIM MUKPOOMOJOTMYECKIM METOIOM IHAar-
HOCTHKM OPOHXOJIETOUYHON MH(MEKIINN SIBISICTCS KYyJIb-
TypaJbHBII METOJ, C IOCEBOM PEeCMPaTOPHbBIX 00PA3LIOB
Ha HeceJIeKTUBHbBIE, CEJICKTUBHbBIE, XPOMOTEHHbBIE TTUTa-
TeJIbHBIE cpembl. Llemecoobpa3Ho mpoBeneHne MUKPOOHO-
JIOTUYECKOTO MCCICI0BAHUS PECITUPATOPHBIX 00Pa3IIOB
B OIHOM M3 JlabopaTopuii 3KCIrepTHOro ypoBHs mo MB
He pexe | pasza B rof. BaXHbIM SIBJISIETCS UCTTOJB30Ba-
HHE CEJICKTUBHBIX Cpel IUTS BhIIEICHUS MUKPOOPTaHM3-
MOB, TPEOYIOIINX OCOOBIX YCIOBUI KYJIbTUBUPOBAHUS
WJIW IJIST BBIIEJICHUS UX CTIeUM(PUIECKUX, CBI3aHHBIX
¢ MB mopdortunos, ocodeHHo ns Burkholderia cepacia
complex (BCC), a takxe Staphylococcus aureus B Bune
(beHOTHUITA METKUX KOJTOHU.

KpaiiHe BaxxHO sIBIsIETCST INIUTETbHOCTh MHKYOAIMU
MEePBUYHOTO MOCEBa, MPU ITOM HEOOXOAUM CPOK > 7 CYTOK
C eXXeTHEBHBIM IIPOCMOTPOM U M3YIEHHEM BCEX BBIPOCIIIIX
BUIOB KOJIOHMI. Bce MUKpoOpraHu3Mbl, BhIIEJICHHBIE
u3 npixaTenabHbIX myTeit (JIIT), 1oJKHBI ObIT UAEHTUDU-
LIMPOBAaHbl KAK MUHUMYM [I0 POJia, 8 MUKPOOPTaHU3MBbI,
MMEIOIINe KIMHNYECKOoe 3HaUeHNe, — 10 Buaa. B ciydae
BbI/IEJICHUS U3 00pa3lia MUKPOOPTaHU3MOB, UIEHTU(U-
KalMio KOTOPHIX TEXHUUYECKU HEBO3MOXHO MPOBECTHU
B J1abopaTopuu, HEOOXOAUMO COXPaHEHUE KYJIbTYPhI IS
ee MoceAyIoIIei penaIeHTU(UKAIINN C UCTIOJIb30BaHUEM
MacC-CIEeKTPOMETPUM WU MOJICKYISIPHO-TEHETUIECKIX
METOMOB.

IToceB MOKpPOTHI Ha HETYOEpKYJIe3HbIE MUKODAKTE-
puu (HTMB) Bcem metsim crapie 10 yiet u ¢ 11060ro
BO3pacTa — IPU HaJWYMU MTOKa3aHUI (OTpUIlaTeIbHAS
JIMHaMUKa TTPU OTCYTCTBUY HOBBIX MATOI€HOB, OTCYTCTBUE
addexra oT MPOBOAMMON Tepanuu, U3MEHEHUsI, BbISIB-
JICHHBIC TIPU MIPOBEICHUN KOMITBIOTEPHOU TOMOTpadun
(KT) nerkux, BeigeneHre MOKpoThI). MccnemoBanme mmpo-
BOJUTCS €XKEeroJHO, Mo Moka3zaHusiM — yvaiie. C 1esiblo
KOHTPOJIST 3(PHEKTUBHOCTH XUMUOTEPATTUM TTAlIUEHTaM
c undekuneit HTMB He pexe uem 1 pa3 B 3—6 Mec. TIpo-
BOJMTCS TT0CEB MOKPOThI Ha Hannure HTMb unu ty6ep-
KYJI€3HBIX MUKOOAKTEepUIl B MOKPOTE.

Y manueHToB ¢ TOJ03peHNEM Ha TPUOKOBBIE TTOpaXe-
HUS JISTKUX PeKOMEHIYETCS BBITIOJTHATh MUKOJIOTTIECKOE
HccIenoBaHIe OMoMaTepraia METOIOM JTIOMUHECIIEHTHOM
((bmroopecleHTHOM) MUKPOCKOITMY ¢ OKPACKOM KalbKO-
daroopoM OebIM, TTOCeB OMoMaTepuasa Ha arapuso-
BaHHyI0 cpemy Cabypo (B MogubuKauy OMMOHCcA) IS
UISHTU(DUKAIIMY TTaTOreHa(-0B) M OINpeAeICHUS] YyBCT-
BUTEJIbHOCTH BbIIEJEHHBIX MUKPOMUIIETOB.

MHCprMeHTaHbeIe AuardocTnyeckue
nccneaoBaHuA nerknx

MeTop1 BU3yaau3anum Jerkux:

* peHTreHorpadus OPraHOB IPYIHON KIIETKH TIPOBOIUTCS
naureHTam ¢ nopo3peHrueM Ha MB u mauueHtam ¢c MB
C LIEJIbIO OTIPENIENICHUSI XapaKTepa U 00beMa MopakeHUsI
JierouHoi TkaHu. [TpoBoauTcs B cpeaHem 1 pa3 B 2 roaa.
JlaHHbBIii METONI MOKET ObITh HEJIOCTATOYHO UH(OPMATH-
BEeH /LISl TOYHOTO ONMCAHNS XapaKTepa N3MeHeHH i B Jier-
KHX, HO IMeeT MEHBIIYIO0 JIy4eBYIO HATPY3KY;

KT opraHoB rpyaHoii KJ1eTK1 TPOBOAUTCS MallieHTaM

¢ nono3peHueM Ha MB u guarHoctupoBaHHbIM M B

C LIETBIO OTIpeACIICHUS XapaKTepa M 00beMa IopaKe-

HUs JierouHoi TKaHU. B Hacrosiiee Bpemst KT siBiisi-

€TCsl OCHOBHBIM METOJOM IMarHOCTUKU U3MEHEHUI

BJierkux npu MB (pekoMeHmyeTcs ¢ Bo3pacta He MO-

JIOXKe 5 JIeT, y AeTeit MoJIoXKe S JIeT — Mo MoKa3aHU-

saMm). KT sBisieTcss OCHOBHBIM METOIOM TMAarHOCTUKU

acreprusiesa, BbISIBJICHUS] TPU3HAKOB nechopMaliuu

W YCUJIEHUS JIETOYHOTO PUCYHKa, MHeBMODUOpo3a,

epUOPOHXNATBHOM MH(MWIBTPAIIUN, aTeJIEKTa30B,

OpPOHX03KTA30B, OYILI;

* MarHUTHO-pe30HaHCHasi ToMorpadusi OpraHoOB IPyIHOMN
KJIETKH Y TTallueHTOB ¢ M B BBITIONTHSIETCS B KaUeCTBE
YTOUHSTIOIIETO METO/IA UTSI CHYDKEHUST JTy4eBOI HATrpy3KU
MPpY MHOTOKPATHOM KOHTPOJIE BOCIAJIUTEIBHOTO TIPO-
1ecca, y neteit Mojioxe 7 JIeT — B YCJIOBMSIX cefalluu,
0oJjiee CTapuIero Bo3pacTa — Ha CBOOOJTHOM JbIXaHUU.
Omnpenenenne pynkuyun BHemHuero apixanus (OBJ).

CnupoMeTpust MPOBOAUTCS B CpEeIHEM KaxKable 3 Mec.

(TTpu HEOOXOMUMOCTU — C MIPUMEHEHUEM JIEKapCTBEHHBIX

npernapaToB), O0AUTIIETU3MOTpaHsT — IO TOKA3aHUSIM,

B CPEIHEM — €XETOMHO C IIeIbI0 OTpeae/IeHUs U TMHa-

MHYECKOTO KOHTPOJISI JISTOYHOM (DYHKITUM, OTIPEICICHMS

00paTUMOCTHU OOCTPYKILIMU (MIPU OTCYTCTBUM BO3PACTHBIX

VTV WHBIX TIPOTUBOITOKA3aHMIA).

Hccnenmoanue @B/l Bo3MOXHO y IeTeil cTapime
5—6 neT, Korga MauuMeHT MOXKET BBIIIOJHUTh MAaHEBP
(opcupoBaHHOTO BbIIOXA, TMArHOCTUYECKAS [IEHHOCTD
HCCIIeTOBAaHUs MOJIOXE 5 JIeT cCoMHMTebHA. [Ipu criiu-
POMETPUH JICTOUYHBIE 00BEMBbI OLICHUBAIOTCS KOCBEHHO,
METOIOM OOIUIIIETU3MOTIpachUM — TOYHO.

IlynabcokcumeTpusi ¥ / WM MCCJIeI0BAHHE TAa30BOr0
COCTaBa KPOBH (MCCJIeIOBAHNE YPOBHS KUCJIOPOJa U yIJje-
KHCJIOTO Ta3a B KpoBH). [IpoBeneHMe TyTbCOKCUMETPUN
¥ / WIN UCCIIeNOBaHMS Ta30BOTO COCTaBa KPOBU PEKO-
MEHIO0BaHO BCEM IallMeHTaM ¢ Momo3peHuemM Ha MB
W IMarHOCTUPOBAaHHBIM MB mpm Kaxmoit rocniuTanv-
3alUM, 00OCTPEHUU XPOHUIECKOTO OPOHXOJIETOUYHOTO
npoliecca, a B ciyvyae JAH, mpu kotopoit notrpedoBaach
OKCHUTeHOTEepaIus, — yailie.

DHAOCKONMUYECKHE METO/IbI MCCIEIOBAHUS PEKOMCH -
nytoTcs nauveHTam ¢ MB B ciiydasix HEOOXOIMMOCTH 10~
TMOJIHUTEJIBHOTO MUKPOOMOIOTUUECKOTO MCCIIeIOBaHUS
JKUIKOCTU OpOHX0aIbBEOJISIPHOTO JlaBaxka C CaHALIMOHHOM
LIeJIbIO, IJIS1 paclpaBIeHUsI aTeieKTa3a npu HedddeKTuB-
HOCTHM KOHCEPBAaTUBHOM TePaITUH.

Tepanus nopaxeHus AbIXaTenbHOro TpakTa
Npy MyKoOBUCLMA03E

I1o naHHbIM poccuiickux peructpoB MB npogeMoHcTpu-
pPOBaHO, YTO MOAXOAbI K HA3HAUYEHUIO TepaIruu CUJIbHO
pasznuuaroTcsl B peruoHax. AKTyaJbHOCTb JAaHHOTO pasesa
o0ycoBIeHa 0COOEHHOCTSIMM 3a00J1eBaHusI, crieuupude-
CKMMHU TpeOOBAHUSIMY K MYKOJIUTUYECKOM M aHTUOAKTe-
puanwHoit Tepanuu (ABT).

O0s13aTeNIbHOM cocTaBiIsIoLIeH leueHus1 60bHbIX MB
SIBJIIETCSI MYKOJIMTHYECKAS TePaus, IIPEAITOYTUTEIEHO —
WHTANSIIMOHHAs. B mpakTrke mpuMeHSIOTCS ClIeAyIome
npernaparhbl:
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* JopHa3a anbda saBiaseTcs 6a3MCHON MyKOJUTUYECKOM
Teparnuei, pa3pbiBaeT BOAOPOIHbBIE CBI3U MOJIEKYJI
JHK, KoTophble SIBASIIOTCSI OCHOBHOM COCTaBJISIIOLIEN
THOMHOI MOKpPOTHI. [IprMeHsieTcss MHTaIsIIMOHHO
B 103€ 2,5 MT' B CYTKM, 5 MT B CYTKH — IMPU paCIpo-
CTpPaHEHHBIX OPOHX03KTa3aX, XPOHUUECKOM ITOJIMITO3-
HOM cuHycuTe. Dp@eKT obecreunBaeTcsl B TCUCHNE
1 cyToK;

* 0a3MCHOU MYKOJUTHUYECKON Teparueit st yayJdiie-
nus kinpenca 1T ssisiercst 7%-Hblii pacTBOp HATPUsI
xnopuga u 0,1%-Hblil pacTBOp HATPUS FMAlypOHATa,
KOTOPBIE PUMEHSIIOTCST MHTASILIMOHHO 110 5 MJT 2 pa3a
B IeHb. MOXHO MPUMEHSTh 3%-Hblil pacTBOP HATPUSI
XJIOpUIa, OCOOCHHO Y IeTell MITa/IIIero BO3pacTa;

* IIpYW UCTIOIb30BaHNM MaHHUTONA B (hOpMe TTOPOIIKa
yepes CrelaaIbHBI MHTAISITOP YIyJIIaeTCsl KITUPEHC
ITIT, crtocoOCTBYSI THApATALIMU CIU3K. Y IeTeid ¢ 6 jer
npumeHsietcs no 400 mr 2 pasa B neHb. [lepen Ha3Ha-
YeHHEM MaHHUTOJIa HEOOXOAUMO BBIITOJHUTH TECT
Ha OPOHXMATBHYIO TUTIEPPEAKTUBHOCTh B COOTBETCT-
BUU ¢ MHCTpYKIMel. [1pu ncrnonb3oBaHUM MaHHUTOJA
MTOBBIIIAETCS KOMITJIACHTHOCTbD Y TTOAPOCTKOB.
Maunnuton u 7%-Hblii pacTBop HaTpus xjopuaa ¢ 0,1%-

HBIM HATPUSI THAJTyPOHATA SIBJISTIOTCS MyKOJTUTUYECKIMU

CpeACTBaMU OBICTPOIO NEMCTBUS U COYETAIOTCS C TOpHA-

30ii astba. [lepBast MHTAISLINS JOJDKHA TIPOBOIUTECST IO

HaOJII0JeHIEM Bpava.

BponxomTHyecKas Tepanus Ha3HAYaCTCS MallieHTaM
¢ MB npu Hanuuuu oOpaTUMOI MM YaCTUYHO 00paTu-
MO OpOHXHMAJTBHOW OOCTPYKIINM C LIEJIbIO YIYIIICHUS
5BaKyallli MOKPOTEHI, MIepe MPUMEHEHNEM MHTAJISIIA -
OHHBIX aHTHOaKTepUaNbHBIX IpemapatoB (ABIT), ru-
MEePTOHMUYECKOI0 pacTBOpa HATpUS XJI0opuaa, KUHE3U-
Tepanueit. B pexxume «I1o TpeOGOBaHUIO» UCITOIB3YIOTCST
MOHOTEpanusi CENEKTUBHBIM [3,-aApEHOMUMETUKOM
(canmp0yTaMoJ), MM B COYETAaHUM ¢ M-XOIUHEepTUye-
CKMMMU TperapatamMu (MIIpaTporius OpoMun), i puk-
cupoBaHHast KOMOMHAaIMsST GeHOTEePOJT + UIIPATPOITUS
OPOMMII, WJIU TIpeTiapaThl ITPOJIOHTUPOBAHHOTO ACICTBUS
(TMoTponus 6poMum), UK APYTOW TIperapar ajs Jede-
HUST OOCTPYKTUBHBIX 3a0oneBaHuii JI1 nmo nHauBumy-
aJIbHBIM TTOKa3aHUSIM.

Kunesurepanuss — onyH 13 BaXKHBIX KOMIIOHEHTOB JIc-
yeHus MB. I'maBHas 1ie1b KUHE3UTEpanum — HE TOJIbKO
OuMIlIeHUEe OPOHXUATBLHOTO AePeBa OT BI3KOI MOKPOTHI,
KOTOpas 0JIOKMPYET OPOHXU, co3aaBasl yCJIOBUS JJIS1 UH-
ey, HO ¥ moaIepKaHKe JIETKUX B (DYHKIIMOHATBHOM
coctostHuM. HazHauaeTcst BceM ¢ MOMEHTa yCTaHOBJICHUST
JMarHo3a, B JIt00oM Bo3pacTe. OCHOBHbIE METOIUKM:

* TIOCTYpaJIbHBIN IpeHAX;

* TIepKyCCUOHHBIN Maccax TPYITHOM KIETKH,

* AKTHUBHBIN LIMKJI IBIXaHUS;

* IpeHaXKHbIe MOJOXEHUS;

* ayTOTeHHBIN ApeHaXK;

* JIBIXaHME C TPEHAXXEpPaMU, CO3IAIOINMHU ITOJIOXKUTEIb-
HOE JaBJICHUE Ha BBIIOXE, C KOHTPOJIEM M PETYIMPOBa-
HueM aaBieHus (cnenuanbHbie Macku, PARI-, PEPI,
PEPS-cucremsl, PARI O-PEP tun 018 (¢daarrep)
uJp.);

* IpeHax C MIOMOIIBIO CIICIMATBHBIX TPUOOPOB — CHUC-
tema ounuctku A1 The Vest Airway Clearance System,

mozenb 105, anmapaTsl AJist SKCTpanyJbMOHaJIbHOM
BBICOKOYACTOTHOM OCHVJUISLINI, UHTPAYIbMOHAIb-
HOM TIepKYCCUOHHOUW BEHTUJISILINHU JIETKUX, HHCY(]-
dbaarop-acniupatop mexanuaeckuii Comfort Cough
Plus («KombopTHbI# Kaiiess mioc»), SICC2001 Plus
C TIPUHAIJICKHOCTIMU («OTKAITUBATEb») U JIP.

ITpu octpoii JIH onucaHbl moka3aHusl K HEMHBA3UB-

HO# BEHTUJISIIIAM JIETKUX TIPU COOTIONCHUM CIICITYFOIITNX

YCJIOBUIA:

*  TsDKesas ONBIIIKA, yJ9acTHe B JbIXaHUH BCITOMOTATEITb-
HBIX MBIIIII ¥ IIapamToKcaIbHOE IBIXaHNe;

*  YacToTa AbIXaHWS > 25 B MUHYTY;

* pecrnupaTopHblit auuno3 (pH < 7,35) u runepkanHus
(mapumasbHOE HaNpsDKeHWe KUCIOpoa B apTepraib-
Ho# kpoBu (PaO,) > 45 mm pr. cT.);

* BBIpaXXe€HHAas TUTIOKCEMUSI (COOTHOIIICHME TTOKa3aTe-
neit PaO, n ppakIMOHHOM KOHLEHTPALMU KUCIOPOa
BO BIbIXxaeMoii ra3oBoii cmecu) < 200 MM pT. CT.
XpoHunueckas JIH sBasercs nmokaszaHueM JJisI BeH-

TWISILIMU JIETKUX TIPU CICAYIONINX MoKa3aTessX mapIiim-

aJIbHOTO HaNPSDKEHUS YIJIEKUCIOro ra3a apTepuaabHOI

kposu (PaCO,):

e > 55MM pT. CT.;

* 50—54 MM PT. CT. ¥ 3IIM30JaX HOYHOM TMITOKCEMUM;

e 50—54 MM pT. CT. M YACTBIX TOCTIUTAIU3ALIUSIX BCIIEI -
CTBHE TIOBTOPHBIX O0paIleHHIA.

IMoka3anusi K TPAHCIUIAHTAIINM JIETKHX:

* xponuueckas [IH (runokcemuyeckas popma PaO,
< 60 MM pT. cT.; runepkanHuyeckas ¢popma PaCO,
> 50 MM pT. CT.);

* JUIMTeNIbHAss HCMHBA3MBHAS BEHTUJISIINS JIETKUX;

e JIeTOYHAas TUMNEPTEH3MS (CUCTOIMYECKOE MaBICHUE
B JIETOYHOI apTepuu > 35 MM PT. CT. — IO JAaHHBIM
axoKapauorpaduu uim > 25 MM pT. CT. — MO pe3yJib-
TaTaM KaTeTepHU3aluy Ceparia);

* YacThle 000CTPEHMS 3a00JIeBaHUSI, TIPU KOTOPBIX TPe-
OyeTcsl cTallMOHAPHOE JIeUeHUE;

* TIPOrpeccUBHOE CHIKeHMe TToKa3areseilr @B/I;

« IV dyHKIMoHaMBHEII Ki1ace 1o Hblo-Mopkckoii acco-
umaimu cepana (New York Heart Association Functional
Classification — NYHA).

O6Lwme npUHLMNLI aHTMOaKTepUanbHON Tepanuu
Np1 MyKoBMCLMA03e

ITnanoBbie kypcol ABT B Bunme uHranssuuii yepes3 HeOy-
naizep (M1 COBMECTHO C TaOJIETUPOBAaHHBIMHU (hopMa-
MU, WU BHYTPUBEHHO) MPOBOASITCSI BCEM MAallUeHTaM
C JITOYHBIMU MpOosiBIeHUsIMU M B, y KOTOpbIX OTMeUa-
ercst oboctpeHue MB (Bkitouast obocTpeHust Ha oHe
ocTpoii pecrmupatopHoit mnHekuun — OPU), unu BeI-
SIBJISIFOTCST BO3OYIUTEIN PECIIMPATOPHON MHGMEKINU
B KoJmuecTBe > 10° KOJIOHMEeOoOpas3yIoluX eAUHUILL, TTPU
TJIAHOBOM MUKPOOUOJIOTUYECKOM UCCIIEAOBAHUM C 1ie-
JIBIO dPaguKANU MPUINHHO-3HAYUMBIX MUKPOOPTa-
HU3MOB. [Ipu 3TOM IJIsI TpaMOTpPUILIATEIBHON MUKPO-
opsl (Pseudomonas aeruginosa, BCC, Stenotrophomonas
maltophilia, Achromobacter spp.), MRSA, HTMb unu
MIpU UX XPOHUUECKOM BBICEBE 3HAUCHUE MMEET JIFo0oe
KOJIMYECTBO KOJIOHUH, OIpenesIeHHOE MO pe3yabTaTaM
MUKPOOMOJOTMYECKOI0 UCCIeNOBaAHUSI.
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IIpu nmpoenenun ABT nis moBbiieHUs 3D dex-
THUBHOCTH JICUCHUS PEKOMEHAYETCSI OPUEHTHUPOBATHCS
Ha YyBCTBUTEJIBHOCTh BBIACICHHOTO MUKPOOPTaHU3MA
K ABII. BaxHo MOMHUTH, YTO 1abOpaTOpHOE OIpeae-
JIEHUE YYBCTBUTEJIbHOCTU MUKpoopranusMa K ABII
He BCerIa IMMOJTHOCTBIO COBIAAAET ¢ KIMHUYECKUM OTBE-
TOM Ha npoBoauMyto Tepanuto. [Tpu Bei6ope ABIT uene-
co00pa3Ho yyecTb 3P GHEeKTUBHOCTD paHee MPOBOIUMBIX
KypcoB ABT.

IMauumentam ¢ MB Ha3zHauaOTCsa MaKCUMabHbIE BO3-
pacTHBIC TO3HI IIperapaToB WIN JO3bI, peKOMEHIyeMbIe
J1st maieHToB ¢ MB. B ¢Bs131 ¢ TsikecThio 3a00JieBaHUs,
HEeoOXOAMMOCTBIO MaKCUMaIbHbIX 103MpoBOK ABIT 1 ne-
GUIUTOM JIeKapCTBEHHBIX (DOPM IJISI MHTAJISIIIMOHHOTO
MIPUMEHEHMST B MIPOBOM KIIMHUYECKOM IMPAKTUKE TPaIH-
LIMOHHO MMPUMEHSTIOTCSI THBEKIIMOHHBIE AHTUMUKPOOHBIE
cpencTBa off-label B BUae MHTAISILIVIA.

BrIO0Op myTH BBeAEeHMS OTpeneIsieTcs] BUAOM BO3-
oynurens; ¢a3oii 3a6oeBaHusI (000CTpEeHUE / peMUC-
cUsl); TPOIOJKUTEIBHOCTBIO MH(MEKIIMOHHOTO Mpoliecca
(xpoHuyeckasi UHGhEKIIMs /BIiepBble BbISIBICHHBIN BO3-
OYIUTENb); MECTOM OKAa3aHUST MEIMIIMHCKON TTOMOIIN
(ambymaTopHast / cTallmoHapHast); 3(P(PeKTUBHOCTHIO
npenuiectByoiieii ABT. BuyrpusenHoe BBeneHue AbII
HauMHaeTCs B CTallMOHape, Kypc JeueHust — 14—21 neHb.
BBenmenue ocyiecTBisieTcs yepe3 nepudepudecKuii Be-
HO3HBIN KaTeTep WX IMTOPT-CUCTEMY, KOTOphIE YyCTaHAB-
JINBAIOTCS COTJIACHO METONMYECKUM PYKOBOACTBaM «Be-
HO3HBII noctym» (2019) (https.//msestra.ru/download/file.
php 2id=4763) ¢ NCTIOIB30BaHUEM HEOOXOTUMBIX JIeKap-
CTBEHHBIX cpelncTB. [1ocie MosIBIIeHUS TTOJI0XKUTEIbHON
KJIMHUYECKON TMHAMMKHU JICUCHUE MOXKET OBITh TTPO-
OJKEHO B aMOYJIaTOPHBIX YCIOBUSIX. BHyTpuUMBbIIIey-
HBIH ITyTh BBeAeHUS TIpu M B IIpUMeEHSIThCST He TOJKEeH
B CBSI3U C HEOOXOOMMOCTBIO JUTMTEIFHBIX YaCTHIX KYPCOB
Teparnuu, T. K. Tipyu MB nmetorcst ocobeHHOCTH B (hap-
MaKOKMHETUKE aHTUMIOJIEpOBa TOPMOHA, [3-TaKTaMHbIX
ABDBII, BrIpakaroliuecst B yBeJJMYeHUU 00beMa pacripe-
IeJdeHWs Ha 1 KT MaccChl Teja M CHUXXKEHUM MIepuoma
MMOJIyBBIBeIeHUSI. B CBSI3U ¢ yBeIMUeHUEM CUCTEMHOTO
KJMPEHCa 3a CUeT YCKOPEeHUSsT MeTaboIM3Ma B MeYeHU
U YBEJIMUCHUS TIOUEUHOTO KIIMPEHCa OMpenelisieTCs He-
00XoaUMOCTb TTpuMeHeHusT Bhicokux 103 ABT ¢ Goiee
YaCTBIM MX BBEICHUEM.

B ¢Bg31 ¢ BO3MOXKXHOI aKTUBALUE XPOHUYECKOTO
BOCHAJUTEBHOTO Mpolecca Ha (hoHEe NMPUCOEAUHEHUS
OPU naumenram ¢ MB HasHavaetca ABT B moMamrHux
YCIIOBUSIX COTJIAaCHO YyBCTBUTEILHOCTHU BBIICICHHOM MUK-
podIopHI.

Crnenyet ucrnonb3oBaTh koMOruHauuu ABII ¢ paznuy-
HBIM MEXaHM3MOM AeicTBUS (HampuMep, B-TaKTaMHBIe
ABII B koMOMHaIIMM ¢ aMUHOTIMKO3UIaMM ). [1pu Beime-
JICHUU B MOKPOTE TMallMeHTa OMHOBPEMEHHO 2 MUKPOOP-
raHU3MOB BBIOOD MpenapaToB 3aBUCUT OT CBOICTB OoJiee
PE3UCTEHTHOTO BO30ynuTess. OMHOBpeMeHHOE Ha3Have -
HUE TIPENapaToB U UHTAISALMOHHOIO M BHYTPUBEHHOTO
nyTeil BBeAEHUST OJHOM (DapMaKOIOTUUeCKO Ipymbl
He peKoMeHyeTcsT. Bo3MoXXHO Ha3HaYeHIE MHTAJISILIMOH-
HOI U BHYTpHUBeHHOU ABT 01HOBpPEMEHHO IO PELIEHUIO
KOHCUJIyMa CITELIMAINCTOB M C YUeTOM (hapMaKoJIoTHIe-
CKOM TpYMNIIbI IIPENapaToB.

IIpaBuna npumeHenus uHraaauuoHnbix ABIT:

* TIPOBOIMWTCS B CTallMOHApE, HA JIOMY;;

* npu uHransauuu ABIT Ha nomy ucnonb3yeTcs GUIbLTP
IUUIST BBIIBIXaeMOTO BO3IYXa;

» npu uHraixsiuuu ABIT npennoururenbHee MPUMEHSITh
MYHILITYK (HauMHas ¢ Bo3pacTa 3 JIeT), a HE MacKy.

* ONTUMAJIBHBIM SIBJISICTCSI MHTAJISILIMOHHBIN TIpHOOP
C HU3KOTIOTOYHBIM KOMITPECCOPOM (YPOBEHB ITOTOKA
CXaToro Bo3ayxa — 10 6 J1 B MUHYTY, [IPOU3BOIUTEIIb-
HOCTb — 450 MI B MUHYTY), CHAOXEHHBII# CUCTEMOU
KOHTPOJISI THCITUPATOPHOTO TTOTOKA, CUCTEMOI KJla-
MaHOB BIOXa / BBIIOXA, TTO3BOJISIOIICH COKPATUTh I10-
TEepU MeIMKaMEHTa B OKpYXKalolIylo cpeiy, odbecrneun-
BaIOIINIT MaKCUMaJIbHYIO 3(D(EKTUBHOCTD TepaIIiu,
MPUCIOCOOJEHHBIN K XUMUYECKON U TEpMUUECKON
Ne3nH(MEKIINN, aBTOKJIABUPOBAHMIO.

Kpaiine BaxkHO mosjoxeHue o nmpumeHeHuu ABIT
BHYTPb JUTS Tepanuu odoctpeHuiit MB (Bkitouas tepa-
nuto odboctperust Ha ¢porne OPU u mpodrIakTuky npu
OPU) B moMantHmX yCIOBUSIX WM IS IIPOGUIAKTIIECKO-
T0 JIeYeHHs TallMEHTOB, XPOHUYECKN MHMUIIMPOBAHHBIX
P, aeruginosa, BCC, MeTULIVUITUHPE3UCTEHTHBIM 30J10TH-
CTBIM cTaUIIOKOKKOM (Methicillin-resistant Staphylococcus
aureus — MRSA), Achromobacter spp., HTMBb.

ITpumenenue ABIT BHYTpUBEHHO MMOKa3aHO:

*  TIpU TsiXKenbix odbocTpeHusix MB (> 2 npemnapaToB);

* B cllyyasx, korma npumeHeHue ABIT BHYTpb U MHra-
JISIIMOHHO 0Ka3aJ0Ch HeA(P(EKTUBHBIM;

* U151 TUTAaHOBOM Tepanuu MauueHTOB, UH(GUITMPOBAH -
HbIX P. aeruginosa, BCC, MRSA, Achromobacter spp.,
HTMB;

*  TIpY YXYALICHUH TeYCHUS 3a00JIeBaHUS 1 TTOSBICHUHN
HOBBIX CUMIITOMOB y MallMeHTOB, nojyvatomux ABIT
BHYTPb.

Opranmn3auus BHYTPUBECHHON Tepanuy B THEBHOM
cTaloHape (CTalloHape Ha IOMY) CITOCOOCTBYET ITO-
BBILIEHUIO KOMITJIAGHTHOCTH, TIPO(UIAKTUKE 000CTpe-
Huit. [IpeOGbiBaHME B CTAllMOHAPE OTITOLIAETCS PUCKOM
TMEePEKPECTHOTO U CYNMEPUHPULIMPOBAHUS PE3UCTEHTHBIMU
K ABIT mrraMmMaMy MUKpOOPTaHU3MOB, CTPECCOM, IIPOITY-
CKOM ILIKOJIbHBIX 3aHSITUI U 3HAYUTEJbHO BBIILIE IO CTOU-
MOCTH, YeM aMOyJiaTopHoe jiedeHue. Katerepuzaimsi BeH
SIBIIICTCSI PYTUHHON MEIMIIMHCKOM TIPOIIEAYPOii B MHUpE.
IIpoBeneHre BHYTPUBEHHON Tepanuu Yepe3 repudepu-
YECKMI BEHO3HBIN KaTETEP WU IIOPT-CUCTEMY SIBJISIETCS
MPaKTUYECKU 6€30TaCHbBIM, €CTU COOTIOIAI0TCS] OCHOBHBIE
ycinoBus. MeTo JoJKeH CTaTh MOCTOSTHHBIM U TIPUBBIY-
HBIM B ITPAKTHUKE TIPU OE3yIIPEUHOM YXOJIe 32 KAaTEeTEPOM.
Karerep ycTtaHaBiavBaeTcs B THEBHOM CTallMOHApe WIU
BBIE3THOI OpUTanoil Ha TOMY.

B xMTMHWYECKNX PeKOMEHIALMSIX TIPEACTaBICHBI CXe-
MbI B Buze Tabau ABT npu BeiceBe pa3TUUHbIX BO30YAU-
TeJieit (mpenapaThl, JO3UPOBKU M KPaTHOCTh BBEACHMS ).

S. aureus — omUH U3 3HAUMMBIX NaTOreHoB rpu MB.
TTomasnsioniee unciio 0obHBIX M B saBIIS10TCST €T0 HOCH -
tensmu. B Poccun mpopunaktnyeckoe mpumeHenne ABIT
npoTuB S. aureus He ucnonn3yercs. [Tpu OPU y mauneH-
TOB CO CTa(hMIIOKOKKOBOIM MH(EKIIMEH 1T TTPOGhHITAKTH -
K1 OaKTepHaTbHBIX OCTOXKHEHUI Ha3HAYAIOTCSI aMOKCH -
IIWIIMH, aMOKCUIIWJIIAH / KJIaByJIaHAT, 11e(paJOCIIOPUHBI
II—I1I mokoneHust, a3UTPOMULIMH.
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Haemophilus influenzae MOXeT MPUBOAUTH K BbIpa-
SKEHHBIM JIbIXaTeJIbHBIM paccTpoiicTBaM y 00IbHBIX M B,
0COOCHHO B paHHEM Bo3pacTe. DTa OaKTepuaabHasT MH-
dexumsa gacto pasBuBaeTcs Ha ¢oHe OPU, mosTtomy
ABT c npodunakTnyecKoii 1ieJiblo Ha3HauaeTcsl Kak 0e3
MPU3HAKOB 000CTPEHUSI OPOHXO0JIETOYHOTO Mpoliecca,
Tak u npu odoctpeHuu. [pumensiercs 1 ABIT cornacHo
aHTuOMoTUKOrpamMme. Pexe, rpu coxpaHEHUU MMPU3HAKOB
000CTpeHMsT U MOBTOPHOM BbiceBe H. influenzae, pexo-
MeHayetcs Kypc ABT BHYyTpuBeHHO (Le(TpUaAKCOH WU
npyrue uedanocrnopuHbl). Bo3aMoXHO MHrajsIliMOHHOE
IIpUMeHeHNe THaMdeHNUKOoIa TTUIIMHATA alleTUIIICTeH -
HaTa npu JedyeHun OPU u nerkux odocTpeHnii 6poHxuTa
npu MB y naiiueHTOoB ¢ nHbeK1IMel, BEI3BAaHHOU S. aureus
u H. influenzae B mbIxaTteTbHOM TpakTe. [IpMeHeHE KOM-
OMHMPOBAHHOIO MpenaparTa, KOTopblid cogepxut ABIT
IIUPOKOTro CIeKTpa AeHCTBUS TUaM(PEHUKOI U MYKOJIU-
THUYECKUI TIperrapar ¢ JOKa3aHHBIM aHTHOKCUIAHTHBIM
IEeUCTBUEM alleTUILMCTEMH B BUIC MHTAISIIMOHHON Te-
paruu Mo3BoJIsIeT N30eKaTh MOOOYHBIX 3((HEKTOB, CBOII-
CTBEHHBIX ccTeMHbIM ABII.

ITo pe3yiabTaTamM 3MUAEMUOJIOTUUECKUX UCCIIEI0Ba-
HUI TTPOJeMOHCTpUpPOoBaHO, uTo MRSA accomumpyercs
CO CHIDKEHHOM JIerOuHOM (hyHKIIMEe#, 0oblieit moTpeo-
HOCTBIO B MEIMKAMEHTO3HOM TepaIiMy U XyIIIEN BbKBA-
€MOCTb10. B HacTosI11Iee BpeMst IOAXOIbI K JICYSHUIO Pa3-
JINYHBI — OT HAOTIOACHMS 3a OOJTbHBIMU 0 IIPOBEICHUS
BHYTPUBEHHOMI Tepanuu. BeiOop JieueHust orpenesieTcst
psinoM (paKTOPOB — XapaKTepoM MH(eKLUN (TTepBUYHbBII
BBICEB MUKPOOPTaHW3Ma MJIN €T0 TIEPCUCTCHIINS ), TSKe-
CTblo cuMNTOMOB U HaiuuueM ABII, K KOTOpbIM 4yB-
CTBUTEJIEH MUKpPOOpTaHU3M. HecMOTpsT Ha 3HAYUTEIb-
HO MeHbIIYyI0 pacrnpoctpaHeHHOcTh MRSA B EBpore,
B OOJIBIITMHCTBE €BPOITEMCKIX LIEHTPOB M B ncnonb3yroTcs
JIOCTATOYHO arpecCUBHBIC CXeMBI JICUCHHUST, HalleJICHHBIC
Ha 3paarKaInio BO30yIUTeIs.

ITpu nepBuyHOM BhiceBe MRSA y cTaOMIbHBIX TALM-
€HTOB (BHE 000CTPEeHUS XPOHNYECKOTO BOCTIATUTETHHOTO
Tporiecca) B KayecTBe 1-if TMHUM Tepari PeKOMEHIYeTCS
HaszHaueHue 2 ABII per os B Teuenue 1—3 mec., gaie 3To
KOMOMHaLUS prudaMnuiHa ¢ QPy3uI0BOi KUCIOTON WIn
cyIb(aMeToKca3ol + TPUMETOITPUM.

C y4eToM 3HAHMI 0 MeCTaX BO3MOXHOM KOJJOHU3AIINN
MRSA napaieabHO, OMTHOBPEMEHHO C HaYaJIOM 3paan-
KallMOHHOMI Tepanuu, Heooxonuma 00paboTKa KOXHU, Mo-

JIOCTH HOCa, POTOMIOTKU U Ae3UHMEKIINS OKpYyXKarolei

Ccpenl CAeIYIOIINMI aHTUCENTHIECKUMU CPEACTBAMM:

* BHIOHA3aJIbHO — 2%-Hblil MyIIMPOLMH 2 pa3a B IeHb +
06paboTka Koxku 0,5%-HbIM BOIHBIM PACTBOPOM XJIOP-
TeKCUAMHA B TeUeHHUE 5 THEN;

* mosiockaHue mojaoctu pra 0,5%-HbIM BOIHBIM PacTBO-
POM XJIOPTeKCUINHA B TeUeHUE 2 HE/.;

* TeHepajbHasl yOOpKa XXWJIOTO IIOMEIICHMUS;

* eXeIHEeBHas CMeHa HaTeJbHOTro Oebsl;

* CTHpKa IMOCTEJBbHBIX MPUHAIJICKHOCTEH, Oelbs, T0-
JIOTEHEII B peKMMe BBICOKOM TeMIIepaTyphl — exKeHe-
JIeJTbHO B TEUECHHME BCETO TTepruoaa JeUCHMUS;

* MI0CJie MHUIIMALIMY JIeYeHUsT HeoOXoauMa CMeHa 3y0-
HBIX IIETOK, pacYecoK, IMAapUKOBBIX I€3000PAHTOB,
ryOHOI TToMabl;

* BCE YJICHBI CEMbH, a TAKXKE ITOMAIITHUE XXUBOTHBIC
JIOJIKHBI OBITh 00C/IEI0OBaHbI U B cllydae UAEHTU(U-
kanuu MRSA — caHupoBaHBbI.

[Tpu mepBuyHOM BBIceBe MRSA y HecTaOMIBHBIX
MalMEHTOB (IIPY 00O0CTPEHUU XPOHUUYECKOTO BOCTIAJI -
TeJILHOTO Ipoliecca) MPOBOAUTCS BHYTPUBEHHAS WU
TepopaibHast Teparus B TeUeHe 2 Hell. TUHE30JIUI0M
WJIN TeHKOIUIaHUHOM, TTpouruMu ABII, akTUBHBIMU B OT-
HomeHnu MRSA.

Ocoboe MecTo B KIMHMUeCKMX peKOMEHJALUSIX 3aHU-
MaeT Teparys IPY CHHETHOiHOM nH(eKmu. XpoHIecKast
nHOeKunsa P, aeruginosa IpuBOIUT K HCOOPATUMOMY TI0-
BPEXXJIECHUIO JISTOYHOM TKaHU, UTO BJIEYET 3a COOOM Mpo-
rpeccupylolliee CHUXEHUE pecriupaTOpHOi (PYHKIIUU,
HYTPUTHUBHYIO HETOCTATOYHOCTh Y CHIZKEHWE TIPOIOJIKI-
TEJTLHOCTH XKU3HU. YOeIUTEIBHO TOKa3aHO KIIMHIIECKOE
MPEUMYIIECTBO MPEBEHTUBHBIX MEP XPOHUIECKOM MH(bEK-
1LIMY 1 paHHel spanukauuu P. aeruginosa.

ITpu BbISIBJIEHUM B MOKPOTE / OPOHXUATBHOM CEKpETe
P, aeruginosa peKkoMeHIyeTCsl OMHOBPEMEHHOE Ha3HAUCHIEe
2—3 ABII pasHbIX IpyIin, 4To MpeaoTBpallaeT pa3BUTHE
yCTOMUMBOCTU P, aeruginosa u CiocOOCTBYET TOCTVKEHUIO
MaKCHUMAaJIbHOTO KIIMHNYECKOTO 3 deKTa (apaarKalnn
P. aeruginosa).

Haub6onee yacTto npuMeHsIt0TCSI KOMOMHALIMU aMU-
Hornuko3uaoB ¢ uedanocrnopuHamu 111V nmokoneHus
(taba. 2). Llenecoodbpa3HoO NepuoaMIYEeCKU MEHSITh KOMOU-
Hauuu ABII, apdexTuBHbIE B OTHOLLIEHUU P. aeruginosa.
CrnenyeT TOMHUTD, YTO JIAOOPAaTOPHOE OTIpeacIeHHe
YyBCTBUTEJIbHOCTU MUKpoopranusma Kk ABIT He Bcerma

Tabauua 2

Anmubaxmepuanvhble npenapantvl, npuMeHseMble Y NAUUEHNO8 C MYKOGUCUUOIO30M,
npu evicese u3 mokpomot / 6ponxuaivnozo cexpema P. aeruginosa

Table 2
Antibiotics used in cystic fibrosis patients with a P. aeruginosa-positive sputum / bronchial secretion culture
. CyTouHble A03bI KpatHocTb
ABI CyTouyHas po3a ans geten A BIPOCTLIX Cnoco6 BBeaeHus BBCCHI B CYTKN
AmnKauuH 20-30 mr / kr 700-1 500 r B/B 1
[eHTamMuLMH, TOGpaMULIMH 10 mr/ kr 10 mr/ kr B/B 1
LiunpodhnokcaumH (getsm B Bospacte Ao 5 net - monoxe 1 mec. - 30 mr / kr; 1,5-2,25r BHYTPb 2
no peLueHmto BpayeGHoI komuccmn) crape 1 mec. — 40 mr/ kr
(750 mr - max)

10 mr / kr 800 mr B/B 2

Havauo. ITponoskeHue tadi. 2 cM. Ha ctp. 142
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OkonHuyanue TabJ1. 2. Havyasio cM. Ha ctp. 141

TNeBodnokcaumH (aetam B Bo3pacTe Ao 18 nert - 16-20 mr / kr 500-1 000 mr BHYTPb 1-2
no peLueHuto BpayeGHoI komuccun) B CYTKM

16-20 mr / kr 1000 mr B/B 2
Ledrasnaum 150-250 mr / kr 6-9r B/B 2-3
Llecbenum (metsim B Bo3pacte A0 2 MEC. KU3HU — 100-150 mr / kr 4-6r1 B/B 2-3
no peLueHmto BpayeGHoi komuccmm)
Lledhenum + cynbbakTam (mpoTvBonokasaH feTam Y pereii ¢ 2 mec. - 50-80 mr / kr 4r B/B 2-3
B BO3pacTe [0 2 Mec. X13HH)
Lledrasnaum + aBubaktam Y neteit B Bo3pacte Ao 18 ner 6000/1 500 mr B/B 3

He NpUMeHsieTcst
Munepauunnux + Ta306akTam (AeTsM B Bo3pacte 270-360 mr / kr 135r B/B 3-4
A0 2 NeT - N0 peLLeHmto BpaueGHON KoMUCCHM)
LiechonepasoH / cynb6akram 150-200 mr / kr 8r B/B 2
A3TpeoHaM (npoTBONOKa3aH AeTAM B Bo3pacTe 150-250 mr / kr 8r B/B 4
B0 9 Mec. Xu3HH)
WmuneHem + uunacratuH (MPOTMBONOKa3aH AETAM 50-100 mr / kr no MuneHemy 2-4r B/B 3-4
B BO3pacTe [0 3 Mec. K13HM)
MeponeHem (npoTvBonokasaH feTsM B Bo3pacTe 60-120 mr / kr 3-6r B/B 3
[0 3 Mec. Xu3HH)
[opuneHem Y neteit B Bo3pacte o 18 ner 3000 mr B/B 3
He npuMeHseTcs

®ocdomuumH (AeTam B Bospacte Ao 12 ner - 0,2-0,4r/ kr 10-12r BlB 3-4

Mo peLLeHmto Bpa4eGHoIl komuccum)

Mpumeyanme: ABIT - aHTUBakTepuanbHble npenaparsl; B/B — BHYTPUBEHHO; NPUMEHEHIe Y AeTell ekapcTBEHHOro npenapata BHe 3apericTpupoBaHHbIX B MHCTPYKLMA NEKapCTBEHHOMO CPeACcTBa
MI0Ka3aHMIA OCYLLECTBNAETCS NO peLLeHVio BpayebHOM KOMUCCHM, C paspeLLieHins JToKanbHOrO STUYECKOrO KOMUTETA MEAVLIMHCKON OpraHu3aL (Mpu Hanuyum), Mpy YCROBUM NOLMMCAHHOTO MHAOp-
MUPOBAHHOTO COrNacisl poauTenel (3aKoHHOro npeacTaBuTens) 1 pebeHka B BopacTe craplue 15 ner.

Note: using of a medicinal product in children outside of those registered in the instructions for the medicinal product indications are carried out by the decision of the medical commission, with the
permission of the Local Ethics Committee of the medical organization (if any), subject to signed informed consent of the parents (legal representative) and the child over the age of 15 years.

MOJIHOCTBIO COBIAAAET C KIMHUYECKUM OTBETOM Ha IMpo-
BOIVMYIO T€PAITHIO.

I1pu xpoHuyeckoii KonoHu3zauuu HkHux 111 P aeru-
ginosa B LIEJISIX YBEJIMYEHUS TPONOJLKUTEIIbHOCTU XKU3HU
MalyeHTOB PEKOMEHIYETCs MpoBeaeHe NPopUIaKTH-
yeckux KypcoB ABT. OmHako ciemyeT IIOMHUTBH O TOM,
YTO MpoBelaeHue mpoduaakTnyeckux kypcoB ABT mpa-
KTUYECKHU HEe CKa3bIBaeTCsl HAa yCTOMYMBOCTH IITAMMOB
MUKPOOPTraHU3MOB TOJIBKO TTPU CBOEBPEMEHHOI CMeHe
MIPUMEHSIEMBIX TIperapaToB.

ITpu gyacThix obocTpeHUSIX MHGEKIIMOHHO-BOCTAIN-
TEJILHOTO Tpoliecca B OPOHXOJETOYHOM CUCTEME CeyeT
YBEJIMYUBATh MPOAOKUTEbHOCTD KypcoB ABT > 3 Hen.,
HCIIOJIH30BaTh BHYTPUBEHHEBIN CITOCOO BBEACHUS U / WU
COKpaIaTh MHTEPBAJIBI MEXIY KypcaMU U / WIIU MEXIY
KypcaMU MPUMEHSITh HUTTPOMIOKCALIMH.

Crparerus aHTUOaKTepUanbHOWU Tepann UHGEKLUKU
Pseudomonas aeruginosa npu MykoBucLmao3se.
Apapamkauua Pseudomonas aeruginosa

Npu NepBUYHOM BbICEBE

[Ipu oTcyTCTBMM Y MalIMeHTa KIMHUIECKN 3HAYMMBIX pec-
MUPATOPHBIX CAMIITOMOB, TPU MUHUMAaTbHBIX CTPYKTYP-
HBIX U3BMEHEHUSX B JIETKUX W TIPHA YCIOBUU TTPOBEACHUS
0aKTepHOJIOTMICCKOTO MOHUTOPUHTA IJIST YBEITMUCHUS
MTPOIOJKUTETLHOCTH XKU3HH 1 TIPOMWIAKTUKY CHIDKEHUST
(bYHKIIMM JIETKUX Y TTallMEHTOB BCEX BO3PACTOB HE pexke
4 pa3 B roji peKOMEHIyeTCs TTpoBeIeHe OJHOTO U3 ABYX
pexumoB ABT ¢ uenblo spanukauuu P. aeruginosa:
* MHTrajasIuuu TobpamMuiiHa B Buae pactBopa 300 mr
2 pa3a B IeHb WX KarcyJ ¢ OPOLIKOM ISl MHTaJISILAIA

112 mr 2 pa3a B neHb B TeueHue 28 mHel, BO3MOXHA
KOMOMHauuMs ¢ HunpodaokKcalmHoM (Tad. 3) B Teue-
Hue 3 Heq.

unu
*  KOMOWHALIVS MHTASILIMOHHOTO KOJIMCTUMETAaTa HATPHSI

(1 mutH ex. 2 pa3a B AeHb y AeTeit Mojioxe 8—10 JeT,

2 MJTH efi. 2 pa3a B IeHb y raieHToB 8—10 et u cTap-

1ie) (AeTsIM MoJIoxe 6 JIET Ha3HavaTh I10 PEIIeHUIO Bpa-

4yeOHOro KOHCUJIMyMa) B TeYeHUE 3 MeC. B COYETAaHUU
¢ mmpodIIOKcalTHOM per os 13 pacueTta 30—40 mr / KT

B CYTKHU B 2 IpreMa B TeueHue OT 3 Hejl. 10 3 Mec. B 3a-

BUCHMMOCTH OT BO3pacTa.

B HacTosiiee BpeMst 6e30macHoOCTb U 9 HEKTUBHOCTD
MHTaISILIMOHHOIO TOOpaMULIMHA JOKa3aHa y IeTeil ¢ 6-Me-
CcSIIHOTO Bo3pacTa. [1pu Ha3HAYEHUN WHTASIIMOHHOTO
ABII BriepBbIe MiepBasi MHTAISLIMS JOJKHA MTPOBOAUTHCS
noj BpaueOHbIM HabmoaeHueM. [Ipu HanTuuuu siBACHU
O6ponxocnasMma 3a 10—15 MUH 10 MHTAISILIMU CIEAYET UC-
TOJIb30BaTh OPOHXOJUTUUECKHE ITperapaThl.

Yepes 7—14 gHeii nociae okoHyaHus kypca ABT He-
00X0AMMO MPOBECTU DAKTEPUOJIOTUYECKOE UCCIEA0BA-
HHUE MOKPOTHI (I1yOOKuMit opodapuHrealbHbIi Ma30K)
IJIsI OLICHKU 3G (HEKTUBHOCTH dPATUKAIIMOHHON Tepa-
MUH.

VYV cTabuabHBIX NAlUEHTOB ¢ Oosiee TSXKEIbIM 3a00-
JIeBaHUEM JIETKUX (TP HAIMIUU C(HOPMUPOBABIITUXCS
OPOHXOAKTA30B, aTeJIEKTa30B, HU3KUX (DYHKIIMOHAJb-
HBIX [TOKA3aTeJIsIX) B OTCYTCTBUE HOJKHOIO OaKTepHUOJI0-
TUYECKOro KOHTpPoJis (pexe 1 pa3za B 3 Mec.) BO3MOXHO
VMHULWUPYIOLIEe IIUTEeIbHOe TPUMEHEHNE MHTAJISIINI
TOOpaMULIMHA B HEMPEPHIBHOM pexuMe 10 3—6 Mmec.
(1o pemreHuIoO Jevaliero Bpaua). BoaMoxxHo nodaBieHue
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K Tepanuu repopajbHOro HunpodaoKcalHa B TeUeHUe
3—4 Hen. DTU MOJOXEHUS YKa3aHbl BIIEPBHIE.

[Mpy HAMMIMY KIMHUYECKH 3HAYMMBIX PECITIPATOP-
HBIX CUMIITOMOB, IPU3HAKOB 000CTPEeHUsI OPOHXOJIeroy-
HOTO Mpoliecca y HEKOMITTAeHTHBIX MallMeHTOB PEKOMEH -
JTIOBaH 2-HeebHbIN KypC BHYTPMBEHHON KOMOMHUPOBAH -
HOI1 (2 mpemnapaTa) aHTUCUHETHOMHO TepaItiu C IeIbI0
apagukauuu Bo30yaurtens. [IpeanoyTurebHbl KOMOU -
Haluu HedTazuauMa ¢ aMMHOTJIMKO3uaaMu (ToopaMu-
LIMH WIX aMMKaluH). B citiydae couetanust P. aeruginosa
¢ S. aureus peKOMeHIyeTCI KOMOMHAIIMS MepoIleHeMa
C TOOpaMIIMHOM WJIM aMUKallmHOM (Ta6:. 3). KoHTposb
3 (HEeKTUBHOCTU TaKKe MoKa3aH yepe3 7— 14 gHeit mocie
OKOHYaHMS Teparnuu.

ITpu nuHTepMuUTTUPYIOIEN UHpekuMn P. aeruginosa
BO3MOXHOCTb CaHaLIMM MOKPOTHI y TTalieHToB ¢ M B 3Ha-

Tabauua 3

Cxema anmubaxmepuaivHol mepanuu
npu XpoHu4ecKkoll CuHecHOUHOU uHpexuuu
Table 3

A scheme of antibiotic therapy for chronic
Pseudomonas aeruginosa infection

WHransuum TobpamuumHa B pacTBope Ans uHransaumin 300 mr
MHTEPMUTTUPYHOLLMMK Kypcamm 28 fHel npuema | 28 fHel nepepeiB,
Bcero 6 kypcoB B rog

unu

WHransuum TobpamuumHa B Kancynax ¢ nopoLKoM Ans uHransuui 112 mr
(4 xancynbl) 2 pa3a B CYTKW MHTEPMUTTUPYHOLLMMI Kypcamm 28 AHed npuema /
28 pHelt nepepbiB, BCero 6 kypcos B roA

unn

PacTBop Ans uHransAumit konuctumetar Hatpus 1-4 MnH eq. / 24 4 NOCTOAHHO
unu apyroi ABI B MHranALMAX NOCTOAHHO BCEM [IETAM C XPOHNYECKOM
KOMOHU3aLMeN CHHETHOMHOW Nano4Kom

Y nauueHTOB ¢ NPOrpeccupyioLMM CHIKEHMEM (YHKLIMM NErKUX U YacTbIMAU
060CTpeHUsAMK, a TaKxKe NpU HEAOCTaTOYHOM 3(hdhekTe OT MHransAunoHHon ABT
OCHOBHOW PeXVUM Tepanuu BKNKYAET 2-HefenbHbIA Kypc B/B aHTUMUKPOOHOM
Tepanuu kaxabie 3 mec.

Mpenapatbl Ansi BHYTPUBEHHOTO BBELEHMA:
To6pamuumn 10 mr / kr
unmu

Awmukaumt 20 mr / kr 1 pa3 B AeHb + (B COYeTaHUM ¢) LedTasuaum
150-200 mr / kr B AeHb B/B

]
Meponenem 60-120 mr / kr / 24 4 B/B
unm

[ipyroii ABI1, akTMBHBIV NPOTVB CUHETHONHOWN Nanoyku. Mpu KNuHU4eckom
HecTabunbLHOCTYH — yBenuyeH1e NpoAomKUTeNnbHOCTH B/B KypcoB ABT o 3 Hea.

n/vunn
CokpalleHue UHTEPBaNoB MeXAY Kypcamu
n/ nnun

LiunpodpnokcaumH / ochnokcaumH 20-40 Mr / Kr B CyTKM BHYTPb MeXAY Kypcamu
B/B ABT, a Taloke HenpepbIBHas MHranAunoHHas ABT kypcamu ToGpamuLmMHa
1 KOnMcTUMeTaTa Hatpus

Mpumeyatme; ABIT - aHTBakTepuarbHble npenapatsl; ABT — aHTUGaKTepUanbHas Tepanmsi;
B/B — BHYTPVIBEHHO; NPUMEHEHVE Y [ieTeil NekapCTBEHHOTO Npenapara BHe 3aperucTpupoBaH-
HbIX B MHCTPYKLUI NEKAPCTBEHHOTO CPEZCTBA MOKa3aHuii OCYLLECTBIISIETCS MO PELLEHHI0 Bpa-
YeBHOI KoMMCCHM, C paspelLeHmst JToKanbHOro aTUYECKOro KOMUTETa MEAVLIMHCKOM OpraHu3a-
Lyt (MY Hanuymm), ¢ YCroBieM NOAM1CAHHOTO MH(DOPMMPOBAHHOTO COrMacks poauTene
(3akoHHoro npencTasutens) v pebexka B Bospacte crapiue 15 ner.

Note: the use of a medicinal product in children outside the indications registered in the instruc-
tions for the medicinal product is carried out by the decision of the medical commission, with the
permission of the Local Ethics Committee of the medical organization (if any), subject to the
signed informed consent of the parents (legal representative) and the child over 15 years of age.

YUTEJIbHO BbIIIE, YeM MPpU XpoHUUeckoil. [To maHHBIM
MHOTOJIETHHX MCCJICIOBAHMIA TTOKAa3aHO, YTO aKTUBHAST aH-
TUMMKPOOHASI Teparys TI03BOJISIET MIPEAyIIPEIUTh WU OT-
CPOYNTH Pa3BUTHE XPOHUIECKON nHbeKIIUM P. aeruginosa
6ojee yem y 80 % marmentoB ¢ MB.

Ecnu spanukanuu P. aeruginosa ociie mpoBeIeHHOTO
Kypca ABT He npou3011L10 M y MalMeHTa pa3BUIaCh XpO-
HUYecKash CMHEeTHoWHas MH(peKIusa (MAeHTU(GUKaIus
P, aeruginosa B > 50 % o6Gpa31ioB MOKPOTHI WU (haprHIe-
aJIbHBIX CMBIBOB B TeUeHHUE TIPEAIISCTBYIOMMX 12 Mec.),
peKoMeHAyeTCsI Ha3HaUeHUe MHTAISIIIUOHHOU TPOTH-
BOCHMHETHOWHOM Teparmuy — TOOpaMUIIMH (pacTBOpP WU
TOPOIIOK IS MHTAJISILIMIA) WU KOJUCTUMETAT HATPUSI
(pacTBOp AJIs1 MUHTANISILIMIA) (cM. TabI. 3).

AHTMGaKTepUanbHan Tepanus Npu BbiCEBE U3 MOKPOTbI /
OpoHxmnanbHoro cekpeta Burkholderia cepacia complex

ITpu nadunmpoannu BCC mocToBepHO yXyaIIacTcs
KJIMHUYIECKOE COCTOSTHME TIAlIMEHTAa U ITPOTHO3. ECTh 0T-
JeIbHbIE COOOIIIeHNSI 00 YCTIEITHOM 3paauKalii HEKOTO-
puix n3osaToB BCC ¢ mpuMeHeHneM paHHel arpecCUBHOM
ABT no ¢popmupoBaHus xpoHudeckoil nHGekmuun. On-
HaKoO JIoKa3aTelbHas 06a3a B oTHoweHuu Tepanuu BCC
B HacTos11Iee BpeMsl HEBEJIMKa.

Tepanust poBOIUTCS KaK MPU TIEPBIYHOM BEICEBE, TaK
W JUTSI JIeYeHUsT 000CTPeHUsI OPOHXOJIETOYHOTO TIpoIiecca.
Hawnb6onee acppekTnBHa KOMOMHALIMS U3 3 TIpernapaToB
KypcoM > 3 Hell. WM KOMOWHALIMSIM BHYTPUBEHHOTO U MH-
TISLIMOHHOTO W / WY TiepopajibHOTO ITyTH BBeneHust ABIT.

Haubonbirast akTUBHOCTD ix Vitro COXpaHSIeTCs TIPU
npueMe nedTasuauma, muInepauuinHa + Ta300aKkTaMm,
MepoIreHeMa, UMUIIeHeMa, cyIbdaMeToKca3oa + Tpume-
TOIPHM, Y TETPALIMKIMHOB. B KITMHMYECKNX MCCIIeaoBa-
HUsIX HauOoJiee 3¢ GeKTUBHBI MepOorieHeM, TOOpaMULIMH,
cynb(aMeToKCca3oy + TPUMETONPUM, TTUIIePAllMUIMH +
Ta300aKTaM, TOKCULIMKIUH U LIe(Ta3uauM.

Jnsg onTUMU3alMu UCXOJ0B «cepacia syndrome» pe-
KOMEHIYyeTCs 00s3aTeIbHOe BKIIIOUCHUE B CXeMY JIeue-
HUS cynbdaMeTokcasona + TpuMeTonpuM. DPHEeKTUBHO
MpUMEHEeHHEe 3-KOMIIOHEHTHOM CXeMbl BHYTPUBEHHOIO
BBEIIEHMSI MepoIieHeMa, ToOpaMUIIMHA ¢ TIeTa3uanMOM
B TeUeHHUE > 2 HEll.

DddextnBHa muTeabHas (0T 3 no 12 Hem.) Tepamus
nepopajbHBIMU TIpernapaTaMu cyiabdameTokcazon +
TPUMETOIIPUM M / VTN JOKCUIIUKIIVMH U / VTN XJIOpaM-
(enukos (Ha (poHe BHYTPUBEHHOM TEpaNuU WU MOCTe
Hee). [1pu xponnueckoii nHdpekuu BCC pekomeHmyeTcst
npueM TabJieTUpOBaHHBIX (popM cyibhameToKcaszona +
TPUMETOTIPUM.

BonbimHcTBO MUKpooprannsMoB BCC neMoHcTpHpy-
0T PE3UCTEHTHOCTH K aHTUTICeBIOMOHATHBIM ABIT, BKiTIO-
Yast TPUPOIHYIO PE3UCTEHTHOCTh K KOJIMCTUMETATy HaTpUsI
¥ aMIHOIJIMKO3uAaM. B To ke BpeMsI HaKoIieHa MH(MOP-
Mauust 06 3(pPEKTUBHOCTU TPUMEHEHHMS TOOpaMULIMHA.

B psine cinyyaeB nipu KpaiiHe TSKEJIOM Te4eHUU 00-
JIe3HU (Tepanusi «cepacia syndrome») NOIMyCTUMO cOoUyeTa-
Hue 2 B-nmaktaMHbiX ABIT (BHyTpUBEHHO + BHYTPUBEH-
HO W BHYTPUBEHHO + WHTAISIIUOHHO) W IPUMEHEHUS
cBepxBbICOKMX 103 ABIT (10 pelreHno KOHCUIMyMa U
BpaueOHOI Komuccuu). UmeeTcst MoJIoKUTEIbHBIIN OTBIT
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npumeHeHus 3 B-nakramubix ABIT, Bkirouas 2 kapoa-
neHeMa. Llenrecoobpa3Ha poralusi 1 HapallMBaHUE 103
ABII 1o crabunuzauuu KJIMHUKO-PEHTI€HOJIOTUYECKOM
U J1abopaTOPHOM KapTUHBI.

st neteii crapie 12 €T ¥ B3pOC/IbIX PEKOMEHIOBaHO
WHTAJISIMOHHOE TIPUMEHEHEe ToOpaMHuIIMHa (pacTBOpP
WJIM TIOPOIIIOK IJISI MHTAJISLNIA), a TAKXKEe MepoTieHeMa
U uedTazunauma, mperHa3HaYeHHBIX 711 BHYTPUBEHHOTO
HCMOJb30BaHuUs. BO3MOXHO TaK:Ke MHTAISIIIMOHHOE MTPU-
MeHeHNe THaM(eHNKOo 1A TJINIIMHATA alleTHIIIMCTEHATA.
Bri6op unransunonHoro ABIT 3aBUCUT OT KIIMHNYECKOM
3¢ GEeKTUBHOCTH, TIEPEHOCUMOCTH 1 YYBCTBUTEIBHOCTH
10 pe3yJbTaTaM IoceBa MOKPOTHI.

006 spanukauuu BCC MOXHO CyaUTh TOJBKO Yepe3
1 Tom mocye MOCAeAHETO TTOJOKUTEILHOTO pe3ybTraTa
ImoceBa MPH YCIOBUM KaK MUHUMYM 3 OTPHUIIATEIbHBIX
0aKTepUOJIOTUUECKUX aHATN30B MOKPOTHI. B oTHOIIEHUM
MMAIEHTOB C MOJIOXKUTETbHBIMU PEe3yJIbTaTAMM TTOCEBOB
Ha BCC mpoBomnTcs MOJIUTHKA CTPOKAUIIIETO MH(EKIIN -
OHHOTO KOHTPOJIST Y TUTUEHUYECKUX Mep.

AnTtnbakTepuanbHas Tepanus npu BbIceBe
13 G6poHxuanbHoro cekpeta Achromobacter spp.

ITpu BbIceBe U3 OpOHXMATBLHOTO cekpeTa Achromobacter
spp. npumeHsietcst ABT B COOTBETCTBUM C UYBCTBUTEJIb-
HOCTBIO MUKpOOpTaHusma. Achromobacter spp. xapaxk-
TepU3yeTcsT MyJIbTUPE3UCTEHTHOCTHIO, CIIOCOOHOCTHIO
¢opmupoBaTh OMODUILM, UeEM OOBSICHSIOTCS Heydauu
spagukainmoHHoit ABT MukpoopraHu3ma npu XpoHuYe-
ckoit mHbekumn. [ToBTOpHEI BEICeB Achromobacter spp.,
COITPOBOXKIAIOIINAICS YBETMICHUEM MPOIYKIIMHU CTICIIN-
(bryeckux NpeUMUTUPYIOLINX aHTUTE, aCCOLIMUPYETCS
¢ 6oJ1ee OBICTPBIM MaleHUEM JerOYHON (PYHKIIMU, COTIO-
CTaBUMBIM C XPOHUYECKOI CUHETHOMHOI NH(pEKLMEeH.

11 BHYyTPUBEHHOTO BBEIECHUSI TIPUMEHSIIOTCS TTUTIC-
pauMUIMH + Ta3o0akTaM, MEpPOIeHEM U CyJIb(haMeTOK-
€a30J1 + TPUMETONPUM, HedTa3zuanuM, nedernnm; MHTra-
JISIIMOHHO — KOJMCTUMETAT HaTpus, HedTazuanM (I
WHBEKIIMOHHOTO TIPUMEHEHUST).

IMauuentam ¢ MB nipu 1-M BeiceBe Achromobacter spp.
WJIM TTPY 00OCTPEHNU OPOHXOJIETOYHOTO TIPOLIECCa, CBSI3aH -
Horo ¢ Achromobacter spp., PeKOMEHIOBAaHO BHYTPUBEHHOE
BBeneHne KomouHamu 2 ABIT pa3mmyHbIX KJIACCOB KypcOM
14—21 geHb ¢ LeNblo 3paauKaluuu BO30OYIUTENS:

* 1-s1 IMHUS — MUTIepallWJUIMH + Tazo0akTam / Meporie-
HeM / cynbdaMeToKca30ll + TpPUMETOIIPUM;

e 2-1 MMHMS — LiehTa3uaIUM, MUHOLIMKIIMH, KOJTMCTUMETAT
HaTpusl, xJopaM(peHNKOJ; KOMOMHUPOBAaHHAs Teparust
MeporieHeM U LuTpodiokcaluH (JieBoaoKcalrH).
AJnbTepHATUBHAS TepaItis: MepoIieHeM + MUHOIIN-

KJIMH / TeBo(IOKCAIMH + X1opaM(EeHNKOIT + MHTAISIINT

KOJIMCTUMETAaTa HaTpusl.

ITocne ocHoBHOTrO Kypca ABT HazHaYalOTCsl MHTATSIIUM
KOJINCTUMETaTa HaTpus Ha 3 Mec. MOXHO MCIIOJIb30BaTh
KOMOMHALMIO aMOKCULIVUIJINH + KJIaByJIaHOBas KMCJIOTa
(unm cynbameTokca3os + TpUMETONprM) B TeueHue 1 mec.

ITpu xpoHunveckoit undexuuu Achromobacter spp.
IUTUTEIIBHO TIPUMEHSTIOTCS CIICTYIOIINE BUIBI MHTAJISIIINIA:
* 1-a TUHHUSA — KOJUCTUMETAT HATPUSI;

e 2-g TUHUS — MEPOTICHEM;

* aJbpTepHATHBHas Tepanus — 1uedTa3uanum 1 Toopa-
MULIMH (PacTBOP WM KarlCyJibl C TIOPOLIKOM);

* 3-9 TUHUSI — JIedeHne 00OCTpeHNM KOMOWHAaIIMei
2 anTuCUHEerHOWHBIX ABIT pa3nuyHbIX KJ1accoB.

O6cyxpaeHne

JlaHHbBI 0030p MOCBSIIIEH MaTOJIOTUX HUXKHUX OTIEI0B
JIBIXaTeIbHOTO TpakTa pu M B, KOTOpHKIi XapakTepusy-
eTcsI TIOJIMOPTaHHBIM TTopaXkeHeM. PekoMeHIanm aKc-
TEePTOB MO Pa3TUIHBIM BOIIPOCAM MOXKHO U3yYUThH B CO-
OTBETCTBYIOIINX pa3aesiax KIMHIYSCKUX PeKOMEHIAIINIA.

B 1ieomM 0OHOBIEHHBIE KIIMHUYECKUE PEKOMEHIa -
LHUU IJIs1 JeTeil U B3pOocCbiX NauueHToB «KucTo3HbII
pubpo3 (MmykoBucuMm03)» (2020) cTaay MOTHOLIEHHBIM
PYKOBOICTBOM JUJISI Bpauel pa3IMYHbIX CIIELIAATbHOCTEN
MO0 TMAarHOCTHKE U JIeYeHU IO 3a00/1eBaHMUs B COOTBETCTBUU
¢ MEXIyHApOJIHbIMU PEKOMEHIALIMSIMU U HALIMOHAJIbHBIM
KoHceHcycoM 1o MB [1—3, 5—7]. CyliecTBeHHO pacin-
PEHBI IO COJIEPKAHUIO aJITOPUTMbI IMarHOCTUKU M B,
BKJIIOUalolue TpexatanHyio crpareruio JHK-guartno-
CTUKM, (PYHKUHMOHAIbHBIE MeTOIbI olieHKU padoThl CFTR
(xJITopHOTO) KaHaa, MOAXOA0B K J1a0OpaTOPHOM U MH-
CTPYMEHTAJIbHOI TUAarHOCTHKE TTOPAKEHMST TbIXaTeTbHOM
U IPYTUX CUCTEM, IUATHOCTUKE MUKPOOHO-BOCHAIUTE b~
HOTO Ipollecca, MUKPOOMOJIOTHIECKOMY MOHUTOPUHTY
¥ BCEX OCHOBHBIX TepaIleBTUIECKMX IToaxonoB. OCOOCHHO
noapobHo onucanbl ABT ¢ mo3upoBKaMu TiperapaTtoB
U MPOAOJIKUTETBbHOCTD KYyPCOB.

B omxaiiiee BpeMsT KIIMHUYECKHE PEKOMEHIAIINT
OymyT TiepecMatpuBaThes. [IpMUMHOI SIBIISIETCST peTUCcTpa-
uust B Poccuiickoit Menepaiiy mepBoro JIEKapcTBEHHOTO
TapreTHOTo MpenapaTa uBakadTop-iymakadTop, Harpan-
JICHHOTO Ha KOPPEKIINIO HapyIIeHMI (DYHKILIMK OeJIKa Y T1a-
HueHTOB-ToMo3uroT o mytaunu F508del B rene CFTR.
Bricokast a(h(eKTUBHOCTH TApTeTHOM Teparnuu MOATBEp-
KIeHA KJIMHUYECKUM OIBITOM CIIELMaJUCTOB Pa3HbIX
CTpaH, B KOTOPbIX OHA IIUPOKO UcTob3yeTcs [8—10].

3aknioyeHue

Bnaromapst enMHBIM KIIMHUYIECKUM PEKOMEHIALIMSIM TSI
IeTe W B3POCIIBIX BEIPaOaThIBaeTCS OOIIAs TAKTUKA JTH-
ArHOCTUKHU, Tepaliuy U TMHAMUYECKOTO HaOJIOICHUS
nauneHToB ¢ MB B Poccuiickoit @eaepannn, mpm Ko-
TOpOIT 00eCITeYnBACTCST TPEEMCTBEHHOCTD MEXKIY TICIM -
ATPUIECKOM M TepaIlleBTUIECKOM CIIyXkK0aMMu OoKa3aHUs
MEIULIMHCKON MOMOILLIU.
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