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MykoBucuUmMao3 (KUCTO3HbIM UbPO3) -

ayTOCOMHO-PELIECCUBHOE
MOHOIeHHoe
HacneacTBeHHoe
3aboneBaHue,
XapakTepusytoLleecs
nopakeHnem Bcex
9K30KPUHHBbIX XKeres, a
TaKXKe XU3HEHHO BaXKHbIX
OpPraHoB U CUCTEM.

Mykol Ll 003 I'I .cl. p efakume H M. Kan p , H. PO K aLmpek ME,ElI'IPAKTVIKA M.: 2014 672 c.
Hal u, bHbIA K HCYC My mcumngos pe,u ,umar p epun p 9" Mop pepakumen E.N. Kongpatbeson,
000" K EOPI’EC 2016 205 ¢ http s://mu k d g/d /k us/CF_c us_2017.pdf




MKB 10

 E84.0 — Kncto3sHbin nbdpo3 ¢ NerovHbIM1 NposiBrieHNAMMU
NN KNnaccn4yecknm MyKkoBmcLMO03 C HeHapyLLeHHOW
doyHKUMEN nogKenyaovyHou xenesbl — cryvyamn c
HOpMalibHON 3K30KPUHHOW QPYHKLMEWN NOoaXenyao4yHOW
Xenesbl, NoATBEPXOAEHHOW peayrnbTataMmu fTadbopaTtopHOro
nccrnegoBaHua (OTCYTCTBME HEUTPASIbHOIO Xupa B
Konporpamme, ypoBeHb NMaHKpeaTtndeckoun anacrtasbli-1 B
ctyne He HMxe 200 MKr/r kana).

« E84.8 — KnucrosHsin qgndpos ¢ gpyrummn NposiBNEHNAMN UK
KIaCCUYeCKMn MyKOBMCLMA03 C NaHKpeaTU4eckou
HeOQOCTaTOYHOCTLH COOTBETCTBYET KITaCCUYECKOMY
MYKOBMCLNAOO03Y C abCOSIIOTHON NaHKpeaTu4yeCckou
HEeOOCTaTOYHOCTLIO.




MKB-10

 E84.1 — KnctosHbin pmbpos ¢ KNLLEYHbIMU
nposasneHnamun. 1sonmposaHHOW KULLIEYHOU OOPMbI HET
B COBpPeEMeEHHOW Knaccuukaymn. He pekomeHayetca
MCMONb30BaTh.

* E84.9 — Kncto3sHbin pubpo3 HEYTOYHEHHBIN .
HeonpeneneHHbI gnarHo3 npuv nonoXnterbHOM
HeoHaTalflbHOM CKPUHWHIre Ha MyKoBucumaos. Y
nauueHToB NbOro Bo3pacTta 13 rpymnnbsl pucka no
MYKOBUCLINOO3Y.




STNOIOrMA U natToreHes

Xpomocoma 7

 eH CFTR (MBTP — TpaHCMeMOpaHHbIN perynsatop
NPOBOAMMOCTN MYKOBUCLMNAO3a) KOHTPONUPYeT
CTPYKTYPY U PyHKUUIO ogHOMMEHHOro 6enka. MBTP
SABNSIETCHA COOCTBEHHO XNTOPUAHBIM KaHaroM.

 Bbenok MBTP nokanuayetcsa B anukanbHOW YacTu
MeMOpaHbI annTenmanbHbIX KNETOK,BbICTUNAKOLLINX
BbIBOAHbLIE MPOTOKMN Xenes3 BHELLIHEN CekpeLuun
(MOTOBbIX, CIHOHHbIX, XEre3 B bpoHXxax,
NoKenyago4vyHOW Xenese, KULWEeYHUKe, yporeHnTanbHOM
TpaKTe), OH PerynupyeT TpaHCNOPT 3MNEKTPONNUTOB
(rmaBHbIM 0Dpa3oM xnopa) Mexay 3TUMN KneTkamun u
MEXKITETOYHOMN XUOKOCTbIO.

leH CFTR —

De Boeck K. Cystic fibrosis in the year 2020: disease with a new face. Acta Paediatr. 2020; 109(5): 893-899. DOI: 10.1111/apa.15155
Lopes-Pacheco M. CFTR modulators: Shedding light on precision medicine for cystic fibrosis. Front. Pharmacol. 2016; 7: 275. DOI: 10.3389/fphar.2016.00275.]




STNOIOrMA U natToreHes

MyTauum reHa CFTR HapywiatoT o M My v TR

2 ) He nepeHocuT uoHbl Cl, yto

TPAHCMOPT N CEKPELINIO MOHOB XIopa. HO o o MPHBOUT K HaKONAEHYO
o Cl CM31 CHapPYXXM KNeTOK

Cr

[Tpn aTOM yBENUUYMBaETCH peabcopouus
HaTPUSA XKENe3nUCTbIMN KNETKaMW,

HapyLLaeTCca 3MeKTPUYECKMN NOoTEHUMan |
NPOCBETA, YTO BEeAET K UBMEHEHMUIO

ONEKTPOSINTHOIO cocTaBa U e I e W lom®, 2o &
nervapataunn cekpeTa enes BHeLIHeN {nepemegg;kmd_ ] i e 507 o ;f:
U3 KIETOK HapyXy ]

cekpeuun. Bcneactesum atoro
B blﬂ'en ﬂ e M bl I\;I Ce erT CTa H O B I/I TCH http://learn.genetics. utah.edu/content/disorders/singlegene/cfimagesicf-chan
Ype3MEePHO INyCcTbliM U BA3KNM.

MykoBucungos. Mog pegakumen H.U. KanpaHosa, H.1O. Kawwnpckon. MEOMPAKTUKA-M.: 2014. 672 c.



[lopaxeHne opraHoB U CUCTEM

* Jlerkne — OPOHXOOOCTPYKLUUNA, CHUXKEHNE TONEPAHTHOCTU K
NHPEKLMKN, KONOHM3aUMA OblXaTenbHbIX NyTen Pseudomonas
aeruginosa (P. aeruginosa) v gpyrmmu naToriorm4eCKknmm
MUKPOOPraHn3mMammn, XpoOHNYEeCKoe BocnarneHne agbixaTenbHbIX
nyTen, OPOHXO3KTa3bl, AECTPYKUNS MAapPEHXUMbI NTETKUX.

* [NomxenynoodHas xenesa — 0OCTPYKLUMS MPOTOKOB XKesesbl,
NosiBfIEHNE KUCT, HEAOCTATOYHOCTb MOMXESTYA04YHOMN XKere3abl
(BHYTPEHHE — N BHELUHECEKPETOPHAS), KNLLEYHAA
Manbabcopouus.

 [leyeHb — XonecTas, xonenuTtmas.
e KuweyHuk — yBennyeHue BSA3KOCTU/aare3anBHOCTU KasrioBbiX Macc.

Knunnyeckme pekomeHgaumm — KnuctosHein dmbpos (MykoBncumaos) — 2021-2022-2023 (24.09.2021) — Y1BepxaeHbl MuHsgpasa PO




[lopaxeHne opraHoB U CUCTEM

« OkosrioHocoBble Nasyxmu — OBCTPYKLUA COYCTUN
OKONOHOCOBbIX Na3yX, 3aCTOWU CN13K B Nasyxax, KoroHn3auuns
CIN3NCTON 0DOMNOYKN NOMNOCTU HOCa N OKOJNTOHOCOBLIX Na3yx
naToriorm4eckon Mmkpodoriopou (B Tom vucne P. aeruginosa),
doopmMupoBaHME NONUNOB B OKOJIOHOCOBLIX Madyxax C
pacnpocTpaHeHneM B NONOCTb HOCa.

o ONEKTPONUTHBLIN DaraHc — rmnokannemMmsi, FTMNoHaTPUeEMmS,
rMnoxnopemMus, ankanos.

« PenpoaykTuBHas cuctema — obCTPYKLMS U nocneaytoLlas
aTpesunst BbIHOCSALLMX NPOTOKOB AAin4eK. A300cnepmMus.

KnnHuyeckne pekomeHpaummn — Kuctosubin dombpos (Mykosucumnaos) — 2021-2022-2023 (24.09.2021) — YTeepxaeHsl Munsgpasa PO



AnNnaemMmosnormnsa

UacTtota MB konebrnetcs
cpegu npencrtaBUTENEN
eBponeongos oT 1:600 go
1:17000 HOBOPOXOEHHbIX.

B P® yacTtora mykoBmcumgosa

COCTaBNAeT No JaHHbIM
Ol BbHY "Meauko-

reHeTUYEeCKNN Hay4HbIN LEHTP
nMm. akagemuka H.I'. boykosa"

1:9000 HOBOpPOXOEHHDIX.

Pernctp 6onbHbIX
M.A. CtapuHoB

MYKOBMCLIM030M
on, H.W. KanpaHoBa

B Poccuiickon ®egepaumun. 2019 roa./MNop pepakumen A.HO. BopoHkoBo
. —M.: MO "MEONPAKTUKA-M", 2021, 68 c. https://mukoviscid
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OPU3HAKA (MATH-HOCUTENE)

Pazpemuaenue X-cuemneqnoro peqectapHOCo
npu3aaKa (0016H0H 0TEL)
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oz.org/doc/registr/10472_block_Registre_2017%20site.pdf4
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Knaccudomkaums

« Knaccuyeckum MyKoBuUCLMOO3 C NaHKpeaTudeCcKou
HeOOoCTaTOYHOCTbLIO (CMeLlaHHas Unu nerovHo-KulieyvHasa dopma
3aboreBaHus)

» Knaccuyecknm MykoBUCLMAOO3 C HEHAPYLLEHHOWN (PYHKLUMEN
nomKenygovHou Xenesbl (NpenmyLLecTBeHHO fierodHas goopma
3aboneBaHus)

 HeonpepneneHHbln gnarHo3 npu NosIoKNTeNbHOM HEOHATaNbHOM
CKPUHWHIEe Ha MyKOBMCLIMOO0S3.

« 3aboneBaHus, accoummpoBaHHbie ¢ reHom CFTR (MBTP):
- U3onmpoBaHHas O0CTPYKTUBHASA a300CNepPMUS;

- XPOHUYECKNU MaHKPeaTuUT;

- ANCCEMUHUPOBAHHbIE BPOHXO3KTa3bI.

MyxkoBucuungos. Mog pepakumen H.U. KanpaHosa, H.tO. Kawwupckon. MEOMPAKTUKA-M.: 2014. 672 c.
HauwnoHanbHbIn koHceHcyc "MykoBUCLMA03: onpefdeneHne, anarHoctuieckne kputepum, Tepanus” MNop pepnakumen E.N. KongpatbeBon, H.KO. Kawmpckon, H.U. KanpaHosa. Mockea, OOO "KomnaHusi
BOPIEC". 2016, 205 c. https://mukoviscidoz.org/doc/konsensus. /CF_consensus 2017.pdf



KnnHunyeckaqa KapTuHa

* MekoHuneBbIn nneyc gnarHoctunpyetcsa y 15-20% HOBOPOXKOEHHbIX C
MYKOBWUCLIMOO30M.

« 3agepikka npndaBku Beca, NOBbILLUEHHbIN aNnNeTUT, B BO3pacTe
nocrne roga ann3oabl BbinagaeHns npssMon KULLKK, 3nNn3o4bl
3aepPXKn CTyna ¢ KNMHNYECKUMU NPOABIEHUAMMN HYACTUHHON UMK
NOMHON KULLEYHOW HENPOXOANUMOCTH, YacTblN, OBUNbHbLIN, C
NPUMECLIO XX1pa U 3NOBOHHbLIM 3anaxom CTYII.

« HaBA34MBbIN KaLLESb C paHHEro Bo3pacTa, 4acTo peunamsumpyrouimne
pecnupaTopHble MHAEKLMN C ABMEHNSAMU BPOHXUTOB, MHEBMOHUM,
odblllKa, Kallenb C BblAeNeHNEM rHOMHOW MOKPOThLI, B TOM YMCIiE
BHE MepunoaoB 000CTPEHUSA, BNaXHble pa3HoKanmbepHble Xpunbl
Pa3HOM CTEMNEHN NoKanusauymm B 3aBUCUMOCTU OT
pacnpocTpaHeHHOCTU NpoLiecca.

KnuHuyeckne pekomeHgaummn — KuctosHein ¢ombpos (mykosmcumaos) — 2021-2022-2023 (24.09.2021) — YTeepxaeHsl Munsgpasa PO
CastellaniC, DuffAJA, BellSC, HeijermanHGM, MunckA, RatjenF, Sermet-Gaudelusl, SouthernKW, BarbenJ, FlumePA, Hodkov P, KashirskayaN, KirszenbaumMN, MadgeS, OxleyH, PlantB,
SchwarzenbergSJ, SmythAR, TaccettiG, Wagner TOF, Wolfe SP, Drevinek P. ECFS best practice guidelines: the 2018 revision. JCystFibros. 2018 Mar; 17(2): 153 — 17



KnnHunyeckaqa KapTuHa

« "ConeHbIn NMpuUBKYC" KOXHbIX MOKPOBOB.
« [Nedopmaumnu rpyaHon KNeTKMW.

« dopMUpoBaHME NPUIHAKOB XPOHUYECKOW MMMOKCUN B BUOE
nedopmaymn KoOHUEBbLIX banaHr u HOrTem no Tuny
"OapabaHHbIX nano4ek" n "4yacoBbIX CTEKON'".

* [1pn3HaKn XpOHUYECKOro rammMmopmuTa, nosiIMno3HOro CUHycuTa.

e 3Nun3oabl NPOABIEHUN CUHOPOMA MOTEPU COSIEN
(rMnokanuemms, rmnoHaTpueMmns, rmrnoxsiopemMms) — noTeps
Beca, CpbirMBaHus, pBoTa, BANOCbL, OTKa3 OT efbl.

KnuHuyeckne pekomeHpaumm — KuctosHblili dmbpos (MykoBucumaos) — 2021-2022-2023 (24.09.2021) — YTeepxaeHbl MuH3gpasa PO




KnnHunyeckaqa KapTuHa

* MykoBucLnao03-accoUunnpoBaHHbIE 3aboneBaHNs NEYEHMN:
bunmapHbIn LUMPPO3 NnevyeHn c/b6e3 cMHAPOMOM
BHYTpUNe4YeHOYHON nopTanbHOW rMNepTEH3UN, MEPCUCTUPYIOLLIEE
NOBbILLEHNE YPOBHS NEeYEHOUHBIX pepMeHTOB, PUbPO3, cTeaTos,
XenyHokameHHasi 00sie3Hb U U30NMPOBaHHbIE YITbTPa3BYKOBbIE
N3MEHEHUSI NapeHXnMbl nevyeHn. BetpevaemocTb - 37,9%. Y
1,5% naumneHToB NopaXXeHne neveHmn BNAeTcs NepBbIM
KNMUHNYECKNM CUMMTOMOM.

* Peunansumpyrouime naHkpeatntbl. C BO3pacToM MOXET
Pa3BUTLCA U SHOOKPUHHAA HEOOCTATOMHOCTb NOAXKESTya04YHOW
Xenesbl (MyKoBUCUNAO03-3aBUCUMBbIN caxapHbin anabet (M3CL)).

Ciuc IM, Pop L, T ma L, et al. Cystic fibrosis liver disease-from diagnosis to risk factors. RomJMorpholEmbryol. 2014; 55: 91-95

Klotter V, Gunchick C, Siemers E, et al. Assessment of pathologic increase in liver stiffness enables earlier diagnosis of CFLD: Results from a prospective longitudinal cohort study. PloSone. 2017; 12: e0178784
Terliesner N, Vogel M, Steighardt A, Gausche R, Henn C, Hentschel J, Kapellen T, Klamt S, Gebhardt J, Kiess W, Prenzel F. Cystic-fibrosis related-diabetes (CFRD) is preceded by and

associated with growth failure and deteriorating lung function. JPediatrEndocrinolMetab. 2017; 34-51. doi: 10.1002/ppul.21127




KnnHunyeckaqa KapTuHa

o CHWXeHune q)epTI/IJ'IbHOCTI/I Y NauneHTOB MY>XCKOIo norsia .

e PepTUNbHOCTL Y XXEHLLWH, KaK NnpaBuno, coxpaHeHa. Ho
BO3MOXHO becnnoaune, odbycriosreHHOe aHOBYIIATOPHbLIM
MeHCTpPYarbHbIM LIMKNOM 1 BTOPUYHON aMeEHOPEEMN,
BbI3BAHHOW UCTOLLEHMEM NauneHTKn. Hanbonee yactomn
NPUYNHON CHUXKEHUA PEPTUNBHOCTU Y NALUEHTOK C
HOpManbHbIM OBYINATOPHbLIM LIMKNOM ABNSETCA U3MEHEHUSA
BOAHOIO N 3NIEKTPOSIMTHOroO COcTaBa LepBMKanbHOW Crn3un,
B cBs13K ¢ 6ornbLumm konndectsom MBTP B
LMIUHOPUYECKOM IMUTENUN LLUEUKN MATKM.

Edenborough FP. Women with cystic fibrosis and their potential for reproduction. Thorax 2001; Aug 56(8): 649 — 55
AwmenunHa E.J1., Kpacosckun C.A., WyruHnH U.0. MykoBucLmMao3 un 6epeMeHHOCTb: KIMHUKOTEHETMYECKUE, PyHKLMOHAMbHbIE U MUKPOBMONornyeckre XxapakTepucTuku naumeHTok. MNeguarpus.
XKypHan um. I.H. CnepaHckoro. 2014. T. 93. N 4. C. 38-43




[lnarHoctuyeckme Kputepum.

[TonoXutenbHbIW pe3ynsTaT NOTOBOro TecTa

n/mnu

Oee mytaumn MBTP (CFTR), Bbi3biBatowme MB (cornacHo 6ase
CFTR-2 http://www.cftr2.org)

U
HeoHaTtanbHasd rmnepTpuUrncnHoOreHeMns
UIn

XapakTepHble KINMHUYeCcKne nposiBneHuns (anddysHbole
OPOHXO3KTa3bl, BLICEB N3 MOKPOTbI 3Ha4YMmoun ansd MB naTtoreHHou
MUKPOQINOPLI, 9K30KPUHHAA NaHKpeaTtnyeckasi He4OCTaTOYHOCTb,
CUHAOPOM MNOTEPU COSeN, 06Cpr|<T|/|BHas'-| a3oocnep|v||/|;|)

HaumoHanbHbI% Hcyc "Mykol onpegeneHve, avarHo eckune kputepum, Tepanus” MNog pepakunen E.N. Kongpar , H.1O. Kawwupckown, H.N. KanpaHosa. Mockga,

000" K EOPI'EC 2016 205 c. https //mukoviscidoz.org/doc/k ssssssss /CF_consensus _2017.pdf

Castellan C D ffAJA BellSC, HeijermanHGM, M kA RatjenF, Sermet-Gaudelusl, S th nKW, B b .] FlumePA, Hodkov P, KashirskayaN, KirszenbaumMN, MadgeS, OxleyH, PlantB, SchwarzenbergSJ,
SmythAR, TaccettiG, Wagner TOF, Wolfe SP, Drevinek P. ECFS best practice guidelines: the 2018 r n. JCystFibros. 2018 Mar; 17(2): 153 — 17




[lnarHocTmka

Cneundunyeckass gnarHocTuka:

* [loToBaga npoba siBnsaeTcs "30M0TbiM CTaHOapTOM"

OVarHoOCTUKN (UccrnegoBaHue YPOBHSA XJ10pMaoB B
nore).

« OnpeneneHnsa pasHOCTM Ha3arbHbIX NOTEHLMAIOB
NI N3MEPEHNE INEKTPNYECKOro TOKa B bnontare

KULLKW, OTpakaroLlme HapylleHne dyHKLUKU XITOPHOro
KaHana.

* MonekynapHo-reHeTu4eCcKkoro nccnegosaHua ong
noeHtTndukaumm mytaumm reHa MBTP (CFTR).

Myko u 0o3. Mo, ,qp efakumne HI/I Kan p HPO K aLLIMPCK ME,D,I'IPAKTI/IKAM 2014 672 c.

Hauwmo bHbI KOHCEHCYC My mcumaos pe,q ,qmarH CTUY p epuun p 5" MNog pepakumen E.N. KoHgpatbeson, H.KO. Kawupckow, H.WU. KanpaHoBa . Mocksa,
000" K EOPFEC 2016 205 ¢ http s://mu k d org/doc /k /CF us_2017.pdf

P.J. Mog y I ET Naureckas, K.A. Robinson Cystic Fb P Imonary G d I Am J R espir. Crit. Care Med. 2013; 187: 680-689.




[ToToBas npoba

« [nga ycTtaHoBneHus anarHo3a HeobxoanmMo NonyvYnTb Kak MUHUMYM 2
NONOXNTENbHLIX pe3ynerarta. [loToBas npobdba MoXeT bbITb NpoBeaeHa PeOEHKY
B BO3pacTe 48 4YacoB C BECOM HE MEHeEe 2 Kr .

« MeToauku :

1) Npamon meTog onpeaeneHns aNeKTPOSIMTHOrO cocTaBa noTa (xfopa unu
HaTpus) NocpeacTBOM NUITOKaAPNMHOBOIO anekTpodopesa. Hopma — oo 30

MMOJSIb/N, norpaHnyHble 3HadeHna 30-59 MmMonb/n, NONOXUTESNbHbLIN pe3ynbTaT —
60 MMOnb/n u BbILLE.

2) NoToBaga npoba nytem onpeaeneHnsa npoBoaANMOCTH
NnoTa C NMOMOLLbIO cneumnanbHbIX MOTOBbLIX aHanM3aTopos.
[TonoXutenbHbIN pedynbraT Ang MyKoBMCUKMAO03a: Bhllle
80 Mmorb/n; norpaHn4Hblie 3Ha4YeHuss — 50-80 mmornb/n;
HopMma — Ao 50 mmonb/n.

MykoBucungos. MNog pepakumen H.W. KanpaHosa, H.FO. Kawwupckon. MEOMPAKTUKA-M.: 2014. 672 c.
HaumoHanbHbIN KOHCeHcyC "MykoBUCLMAO3: onpedeneHve, gnarHoctuyeckue kputepun, tepanua” MNog pegakumen E.N. Kongpateeson, H.1O.
Kawwupckon, H.WN. KanpaHoBa. Mocksa, OOO "Komnanua BOPIEC". 2016, 205 c. https://mukoviscidoz.org/doc/konsensus/CF_consensus_2017.pdf



[lokasaHus K NpoBeaeHNI0 MONEKYNAPHO-TeHETUYECKOro
nccrnenoBaHus:

HoBopoxaeHHble ¢ nonoxutenbHsiM IPT 1 nonoXxmntensHsIMU Unm
NorpaHNYHbIMU 3HAYEHNAMM MOTOBOW NMPOBObLI, MEKOHMEBLIM NIEYCOM
JTtogn ¢ norpaHUYHbIMU 3HAYEHUAMM NOTOBOMN MPOOLI

[TaumeHTbl ¢ KMMHUYECKUMU NPOSABIIEHUSAMMN KIACCUYECKOro Unu
MOHOCMMMNTOMHOIO MyKOBUCLIMA03a

[Tpn CFTR-accouunpoBaHHbIX 3aboneBaHmsIX
PoacrteeHHuMkam naumeHToB ¢ MB (no »enanHuio)
YXeHLwurHam nocre poxaeHna nepsoro pebeHka ¢ MyKoBUCLNO030M

[1noa Ha 10-12-n Hegene npu nogo3peHnn Ha MB (npu Hannuumn cubca ¢
MB) nnun obHapyXeHuUn rmunepaxoreHHOro KULevHuka npu Y3-
obcnenosaHum

[oHopbl rameT 1 ambprnoHoB B nporpammax KO (3KO-UKCI)

HaumoHanbHbIM koHceHcyc "MyKoBUCLMAO3: onpeaeneHne, auarHoctuyeckue kputepun, tepanus” Mog pepakumen E.N. Kongpateeson, H.HO. Kawwupckon, H.W. KanpaHosa. Mocksa,
OO0 "Komnanua BOPIEC". 2016, 205 c. https://mukoviscidoz.org/doc/konsensus/CF_consensus_2017.pdf

CastellaniC, DuffAJA, BellSC, HeijermanHGM, MunckA, RatjenF, Sermet-Gaudelusl, SouthernKW, BarbenJ, FlumePA, Hodkov P, KashirskayaN, KirszenbaumMN, MadgeS, OxleyH,
PlantB, SchwarzenbergSJ, SmythAR, TaccettiG, Wagner TOF, Wolfe SP, Drevinek P. ECFS best practice guidelines: the 2018 revision. JCystFibros. 2018 Mar; 17(2): 153 — 17




Obga3aTenbHble nccreagoBaHus

Konponornyeckoe nccnegoBaHme n onpeneneHme akTMBHOCTHU
NnaHKpeaTU4yeckou anacTasbl-1 B Kane, anekTporinTbl B
brnoxnmmyeckom obLeTepaneBTUYECKOM aHanmM3e KpoBu
(nccnegoBaHMe YPOBHSA Kanusa 1 XnNopuaoos B KPOBW), NOCEB
MOKPOTbI/MA30K C 3aJHEU CTEHKU IMOTKU
(MnKpobuonornyeckoe nccregoBaHue Crnsn ¢ MUHOANMH n
3a[IHEW CTEHKU IMOTKN Ha a3pobHble U dpaKyrbTaTUBHO-
aHa’pOOHble MUKPOOPraHmM3mbl, MUKpPODKMOiornyeckoe
nccregoBaHne MOKpOThbl Ha adpobHbIe 1 dhaKynsTaTUBHO-
aHal’pObOHble MUKPOOPraHmn3ambl), peHTreHorpagusa opraHoB
rpyOHOUM KINETKU, Nasyx Hoca, crepmMmorpamMmma.

Mykosucuuaos I'I .u. p faku e H I/I KanpaHosa, H.IO. Kawmpck MEJJI'IPAKTVIKA M.: 2014 672 c.
HaLWIOHaI'IbeIVI HCYC My unaos: onp neneHue, ,u,marHocmul kputepun, Tepanua” lMog pegakumen E.W. KongpaTtbeson, H.HO. Kawwupckon, H.U. KanpaHoBa. Mocksa, OOOQ "KomnaHus
BOPTEC". 2016, 205 c. https://mu kovismdoz.org/doc/k ssssssss /CF_consensus _2017. pdf




NNabopaTtopHaga anarHocTuka

« OOLWWMM aHanNn3 KPoBMn, OOLLIMN aHarnMmM3 Mo4vn, DUOXUMUYECKUN
aHanna kposu ( ACT, AJ1T, I'TT, LLL®, ammnnasa, nunasa, caxap
KpoBU, KpeaTnuHuH, CPBb)

e ONEKTPONNTbI KPOBU, KNCITIOTHO-OCHOBHOE COCTOSIHUE

e Koarynorpamma

 [noko3oTonepaHTHbIK TecT (HBA 1c HE NHOPMOTUBEH)
 ButamuH [1, kanbunm MOHN3UPOBAHHbIV

« XXupopacrtesopumble BUTaMUHbI 1 B12

» Xeneso

« Bcem naymeHTam MyXCKOro nona B Bo3pacTte ctapuie 15 ner -
OOLLNIN TECTOCTEPOH M CTEPOUACBA3bIBAOLLNIA IMOBYNNH

MykoBucuugos. Mog pegakumen H.W. KanpaHosa, H.tO. Kawwupckon. MEOMPAKTUKA-M.: 2014. 672 c.
HauuoHanbHbIN KOHCeHCyC "MykoBMCUMA03: onpeaeneHne, amarHoctuieckne kputepum, Tepanus” Moa pepakumnen E.W. Kongpatbeson, H.JO. Kawwmpckon, H.WU. Kanpanosa. Mocksa, OOO "Komnanus
BOPI'EC". 2016, 205 c. https://mukoviscidoz.org/doc/konsensus /CF_consensus _2017.pdf




/1 HCTPYMEHTAaJIbHAA ONAlMHOCTUKA

» Jlerkme — pentreHorpadpus, KT, KT-anrnorpadgpus OlK,
onpegeneHne B (cnupomeTtpusi, bogmunnatnamorpadus,
NyNbCOKCUMETPUS), TPaxeoDbPOHXOCKOMUS

« OHI1— KT OHI1, aHgockonus nosioctTn Hoca, uccnegoBaHue criyxa
(Ha doHe a/b Tepanun)

« XXKT — 063opHasa peHreHorpadust Obl1, Y3/ OBbIT,
domnbpoanactometpusa, OrAC, PPC+buoncua (onpeneneHue
pa3HOCTU BronaTeHunanos)

* [leHcnTOoMETpPUS
* Y3WU nonosbix opraHoB (Y MYy>X4KMH)
o Oxo-KI'(+ naBsneHue B J1A), OKI (9nekTponnTHbIE HAPYLLUEHNS)

MykoBucuungos. MNog pegakumen H.W. Kanparnosa, H.FHO. Kawwupckonn. MEOMPAKTUKA-M.: 2014. 672 c.
HaumoHanbHbIM koHceHcyc "MyKoBUCLMAO3: onpeaeneHve, anarHoctuyeckue kputepun, tepanus” Mog pepakumen E.N. Kongpateeson, H.HO. Kawwupckon, H.N. KanpaHosa. Mockea, OOO "KomnaHus
BOPTEC". 2016, 205 c. https://mukoviscidoz.org/doc/konsensus/CF_consensus _2017.pdf




OndpdepeHumnanbHbIn AnarHos

« BpoxaeHHble aHoOManuu bpoHxuansHoro gepesa (KT,
TpaxeobpoHXOCKoNus)

« TybepkynesHasa nHMekuns (KoHcynsTauua Bpava-grtmsmnaTrpa,
npoba MaHTy, KBAHTUOEPOHOBBLIN TECT)

* MiIMMyHOOEMUUMTHOE COCTOAHME (KOHCYbTaUnsa Bpaya-
MMMYHorora, onpegeneHune yposHeun Ig knaccos G, M, A, E, y
YPOBHSA U YHKUMK T- KNETOK, B-KNeTok, KOMMNOHEHTOB
KOMMJIEMEHTAa, eCTECTBEHHbIX Knnnepos, TecTbl Ha BUY;

* [lepBunyHaga ymnuapHasa QUCKUHE3NA — pecnnpaTopHbIe
CUMNTOMbI, CXOAHble C MYKOBUCLMO0O30M, NPU OTCYTCTBUM YACTOT,
OOUNBHOro CTyNna ¢ NPMMECHIO XXUpPa U 3NOBOHHLIM 3araxom,
"corieHoro" npmBkKyca KOXHbIX NMOKPOBOB.

KnuHnuyeckne pekomeHpaumm — KuctosHbin dmbpos (MykoBucumpos) — 2021-2022-2023 (24.09.2021) — YTeepxaeHbl MuHspgpasa PO



Obuwme NnpuHUKUNbI NeYeHns .

- lnetoTtepanus;

- 3amecTuTenbHaa Tepanma HegoCTaTOYHOCTU 3K30KPUHHOM
DOYHKLMN NOOXKENyao4YHOW XKenesbl;

- Mykonutundeckasa Tepanus;
- dpeHnpoBaHne 6poHXxnanbLHOro gepesa n nevyedbHas puskynesTypa;
- AHTUBakKkTepuanbHas Tepanus;
- ButamunHotepanus;

- NpenynpexaneHne n neyeHne oboCcTpeHUn MHPEKLMOHHO-
BOCNanNUTENbHOro npoLecca B OKONMOHOCOBLIX Nnadyxax;

- Tepanua oCnoXXHeHUW.

Myko u 003 I'I ,q p fakune H I/I K p , H. }O K aLmpek MED,I‘IPAKTVIKA M.: 2014 672

HauunoHanbHbIn HCYC My p ,q ,umarH MY KpuTepun, Tepanus" Mog p nakunen E.N. KoHapar , H.FO. Kawwnpckon, H.N. KanpaHosa. Mockea,
000" K EOPI'EC 2016 205 c. https //mukovismdoz.org/doc/k ssssssss /CF sssssssss _2017.pdf

PJngIETN eckas, K.A. Robinson Cystic Fibrosis Pulmonary Guidelines. Am. J. Respir. Crit. Care Med. 2013; 187: 680-689.




CunmMmnTomMmaTnyeckoe neyeHume

* [lopaxeHune nevyeHn — npenapaTbl YPCOAE30KCUXONEBON KNCIOThI
* OcTeonopo3s — Konekanbunudgeporn

* XPOHNYECKNN PUHOCUHYCUT — NMPOMbIBAHUA NOSIOCTU HOCA
nsotoHnyecknmm (0,9%) nnu rmneptoHnveckumm (3% ) conesbiMun
pacTBopamu

« HasanbHbIN NONMNo3 — KOPTUKOCTEPOUAbI B BUAOe Ha3anbHOIo Cripes

« KoOHcepBaTUBHaA Tepanusa NMEroO4HOro KPOBOTEYEHUA U KPOBOXapKaHbS
- 9TamM3unaT(BHYTPUBEHHO UMW BHYTPb) U/WUNN MHIMOUTOPSI
dmnbpunHonnasa: ammHoKanpoHoBasi KUCIoTa U TpaHeEKCaMOBasa KMCoTa

° ﬂ,blxaTeﬂbHaﬂ HEOOCTATOHYHOCTb — KNCJiopoaoTepanund

* [lceBoo-bapTTep cmHapom — npenapaTtbl Kanus Xrnopuaa,
KanmnucobeperatoLwine gnypeTunkn

KnuHuyeckne pekomeHpaumm — KuctosHbln dmbpos (MykoBucumaos) — 2021-2022-2023 (24.09.2021) — YTeepxaeHbl MuHsgpasa PO




INNeyeHwne npu nepBnyHOM BbiceBe Pseudomonas
aeruginosa

[Mpn OTCYTCTBUN KIMHUYECKN 3HAYMMbIX PECMMPATOPHBLIX CUMITOMOB,
MNPV MUHUMAaTNbHbBIX CTPYKTYPHbIX UBMEHEHUSIX B NTIETKUX:

* MHranaumm tobpamuumHa (pacteop) — 300 Mr x 2 pasa B AeHb UK
Kancyrnbl C NOPOLUKOM ANgA nHrandaumm 112 mr x 2 pasa B AeHb 28

aHen. BoamoxxHa kKoMOMHauua ¢ umnpodoriokCaLnHOM B TEYEHNE
3-X Heaenb.

nnu
¢ KOMOMHaALMSA MHranNALUMOHHOIO KonmctumeTaTa HaTpus (2 mnH. ENL

X 2 pasa B AeHb) 3 mecsua + umnpodonokcaunH per os
(30-40 mr/kr/cyT. B oBa npuema oT 3 Hegenb A0 3-X MeCHLEB).

Antibiotic treatment for cystic fibrosis. in: Report of the UK Cystic Fibrosis Trust Antibiotic Group. UK Cystic Fibrosis Trust, London; 2009, Consensus document on antibiotic treatment for cystic fibrosis. Published: May
2009

D ring G, Flume P, Heijerman H, Elborn JS; Consensus Study Group. Treatment of lung infection in patients with cystic fibross: current and future strategies. J Cyst Fibros. 2012 Dec; 11(6): 461-79



IleyeHune npun nepenyHOM BbiceBe P. aeruginosa

[Tpn HANU4YUN KNMMHUYECKU 3HAYUMBIX PECTTUPATOPHbIX
CUMMNTOMOB, NMPU3HaAKoB 0OOCTPEHUSA OPOHXONErOHHOIo
npoLiecca, y HEKOMMNMAaEHTbIX NaLuUEHTOB PEKOMEH0BaH

OBYXHeOenbHbIN KypC BHYTPUBEHHON KOMOUHUPOBAHHOW ( 2
npenapara) Tepanuu:

* Lledprasmgmm + ammHornmkosugbl (ToopamuumH nnu
amMmukauuH). B cnyyae codetaHusa P. aeruginosa co S.

aureus — KomMmbrHaumnsa meponeHema ¢ TobpamMUMHOM NNK
aMMKaunHOM.

Antibiotic treatment for cystic fibrosis. in: Report of the UK Cystic Fibrosis Trust Antibiotic Group. UK Cystic Fibrosis Trust, London; 2009, Consensus document on antibiotic treatment for cystic fibrosis. Published: May
2009

D ring G, Flume P, Heijerman H, Elborn JS; Consensus Study Group. Treatment of lung infection in patients with cystic fibrosis: current and future strategies. J Cyst Fibros. 2012 Dec; 11(6): 461-79




JleyeHne npun xpoHn4yeckon MHeKUnmn P. aeruginosa

* MHranauun TobpamnumHa B pacteope and nHransaumm 300
Mr Unn TobpamuuymHa B Kancynax ¢ nopoLuKkom ang
MHranaumn — 112 mr (4 kancynbl) ABaxabl B CYTKM Kypcamu
28 OHeun npuema, 28 gHeWn nepepbiB, BCEro 6 KypcoB B roq

UIn

e pacTBop Anga nHranaumn Konunctumetar HaTpusa 1-4 MnH.
E[1/24 yac NOCTOSAAHHO MK APYron aHTUOUOTUK B
NHransaunax NoCToOAHHO

CastellaniC, DuffAJA, BellSC, HeijermanHGM, MunckA, RatjenF, Sermet-Gaudelusl, SouthernKW, BarbenJ, FlumePA, Hodkov P, KashirskayaN, KirszenbaumMN, MadgeS, OxleyH, PlantB, SchwarzenbergSJ,
SmythAR, TaccettiG, Wagner TOF, Wolfe SP, Drevinek P. ECFS best practice guidelines: the 2018 revision. JCystFibros. 2018 Mar; 17(2): 153 — 17




JleyeHne npun xpoHn4yeckon MHeKUnmn P. aeruginosa

[1pn nporpeccupyroieM CHUXEHNU PYHKLIUN NETKUX U
YyacTbIX 0DOCTPEHUAX, HEQOCTATOYHOM 3P EKTE OT
MHransUMoHHON aHTUbaKTepunanbHON Tepanumn. 2-X

HeaenbHbIN KYPC BHYTPMBEHHON aHTUMUKPODHOW Tepanuu
Kaxable 3 mecgaua:

o TobpamnumHl1O mr/kr unn AmukaumH 20 mr/kr 1 pa3 B AeHb
mnn TobpamuuymH 10-12 mr/kr B aeHb + Lledbtasmgmm 150-
200 mr/kr B geHb B/B unn + MeponeHem 60-120 mr/kr/24

yac B/B nnu + apyron aHTUbMOTUK, aKTUBHbIW NPOTUB
CUHErHOMHOW nanoyKu.

CastellaniC, DuffAJA, BellSC, HeijermanHGM, MunckA, RatjenF, Sermet-Gaudelusl, SouthernKW, BarbenJ, FlumePA, Hodkov P, KashirskayaN, KirszenbaumMN, MadgeS, OxleyH, PlantB,
SchwarzenbergSJ, SmythAR, TaccettiG, Wagner TOF, Wolfe SP, Drevinek P. ECFS best practice guidelines: the 2018 revision. JCystFibros. 2018 Mar; 17(2): 153 — 17




Tepanusa nopaxxeHnn nNerknx, Bbi3aBaHHbIX rpudbamm
popa Aspergillus

Anneprnyecknm 6POHXONEroYHbIN acrneprunses:

* CUCTEMHbIE KOPTMKOCTEPOUAbI + NPOTUBOIrPUOKOBLIE
npenapartbl rpynnbsl Tpuasonos (BopukoHason — 400mr 2 p B
OeHb unm ntpakoHason — 400mr 2 p B A€Hb);

* MHranauun AmdortepuumHa B — anstepHaTtuBa Unu
OONoNHUTENBLHadA NPOTUBOrpmnbKoBaa Tepanusa rnpu
HeJOoCTaTOYHOU 3PP EKTUBHOCTUN Tepannn CUCTEMHbIMU
aHTUMUKOTUKAMUN, HEMNEPEHOCUMOCTU a30fibHbIX J1IC nnu
NoTeHUMaribHO OnacHbIX NekapCTBEHHbI B3aUMOOEUCTBUSAX.

Hayes D, Jr, Murphy BS, Lynch JE, Feola DJ. Aerosolized amphotericin for the treatment of allergic bronchopulmonary aspergillosis. Pediatr Pulmonol. 2010; 45: 1145-8
Elphick HE, Southern KW Antifungal therapies for allergic bronchopulmonary aspergillosis in people with cystic fibrosis




Tepanusa nopaxeHumn rerkmx, Bbl3aBaHHbIX rpnbdamu
poaa Aspergillus

XPOHNYECKNN acneprunnes rerkux:

e BOpuKoHason — 400mMr 2 p B AeHb U1 UTpaKoHa3om —
400Mr 2 p B A€HD;

* MPM HENEPEHOCUMOCTN YKa3aHHbLIX npeanapartoB —
no3akoHa3sos-300 mr 2 p B 1 aeHb, 3atem 300 mr/cyT;

* NMpu HeappeKkTMBHOCTU — B/B KacnoyHrnH — 70 mr B 1-u1
OeHb, 3atem no 50 mr, AMdoTepuunH B [nrnnocomanbHbIn] —
3-5 mr/kr/cyT nnn AmgotepuuuH B [JlInnugHbin Komnnekc] —
S Mr/Kr/cyT.

KosnoBa A.W., bop3osa t0.B., Cycnosa W.E., bBoromonosa T.C., Aak O.B., C.M. UrHatbeBa, CtenaHeHko T.C.,OpnoB A.B., Kpacosckuint C.A., Knumko H.H. Acneprunnes nerkvx y 60nbHbIX MyKOBUCLIMO030M.
XypHan uHdpekTonorun — 2018, T 10, N 2




[laToreHeTn4yeckoe neyeHune

Llenb Tepannun: noBbILLEHNE KONMYECTBA
akTuBHoro 6enka CFTR Ha noBepXHOCTH
KITETOK 3K30KPUHHbIX Xenes, NoBblLLeHNE
NerovyHon PyHKUMKN, CHUXKEHNE YacTOoThl
NeroYHbIX 00oCTpeHU N 3amearnieHne
nporpeccnpoBaHna 3aboneBaHms.

4 TapreTHblx npenapata (CFTR mogynaTtopsol)
ans Tepanum MyKkoBmcLUmMao3a:

« VBakaTop + nymakadrop;

» 3JnekcakadpTop/mBakadTop/TezakadTop+

nBakaqTop;

* VBakagoTop;

* lVBakadTop+TesakadTop.

Green J, Carroll W, Gilchrist FJ. Interventions for treating distal intestinal obstruction syndrome (DIOS) in cystic fibrosis. Cochrane Database Syst Rev. 2018 Aug 3; 8: CD012798
Wu HX, Zhu M, Xiong XF, WeiJ, Zhuo KQ, Cheng DY. Efficacy and Safety of CFTR Corrector and Potentiator Combination Therapy in Patients with Cystic Fibrosis for the F508del_x0002_CFTR Homozygous
Mutation: A Systematic Review and Meta-analysis. Adv Ther. 2019 Feb; 36(2): 451-461. doi: 10.1007/s12325-018-0860-4



[laToreHeTn4yeckoe neyeHune

NBakadptop+nymakadTop (MBakadTop (MoTeHumaTop
benka CFTR) + nymakadtop (koppektop bernka CFTR)) y
NauMeHTOB C MYKOBUCLMO030M, FOMO3UTOTHbIX MO
mytaumn F508del B reHe CFTR. Toprosoe HanmeHoBaHue
KOMOMHMPOBAHHOIO fleKapCTBEHHOrO npenapara -
«Opkambn».

iBakadpTop+TesakadpTop+anekcakadTop - NpUMEHSeTca Y
NaUneHTOB, UMEIOLLNX B FrEHOTUMNE XOTH Obl OAVMH BapuaHT
F508del unn ogmH n3 naroreHHbix BapmaHToB reHa CFTR,
pearnpyloLwnm Ha nedeHme npenaparom. BnnsHme
00ycnoBnNeHo yBennYeHNemM TpaHcrnopTa
xnopunaos(neBakadTop) U BINUAHMEM Ha KOHpUrypawumio
b6enka CFTR n ero akcnpeccuto Ha NoBEPXHOCTU KITETKU
(anekcakadtopa u Tesakadropa). Toprosoe

HanMeHOBaHMEe KOMOWHMPOBAHHOIO NIEKAPCTBEHHOIO
npenapata - «Tpukadta/KadTtpmo».

Green J, Carroll W, Gilchrist FJ. Interventions for treating distal intestinal obstruction syndrome (DIOS) in cystic fibrosis. Cochrane Database Syst Rev. 2018 Aug 3; 8: CD012798
Wu HX, Zhu M, Xiong XF, Wei J, Zhuo KQ, Cheng DY. Efficacy and Safety of CFTR Corrector and Potentiator Combination Therapy in Patients with Cystic Fibrosis for the F508del_x0002_CFTR Homozygous
Mutation: A Systematic Review and Meta-analysis. Adv Ther. 2019 Feb; 36(2): 451-461. doi: 10.1007/s12325-018-0860-4



Mykonutnyeckaqa Tepanug

) Generium
» IlopHasa anbda (Turepasa, : ::.:‘; Turepasa®
nynbMO31M) — pa3pbiBaeT S bacreop ann s
BogopoaHble cBA3n Monekyn OHK, & s

KOTOpble ABNAKTCA OCHOBHOW ™ s

cocTaBnsAoLEeN THOMHON MOKPOTDI

aBnsaeTcs 6a3nCHOU MYKONMMTUYECKON Tepanuen,
obecneuynBaeT aPAPEKT B Te4eHne cyTok. NHranaumnoHHo
B O03€ 2,5 Mr B CYTKU; NPU pacnpoCTpPaHEHHbIX
6poHxoaKkTazax — 2,5 Mr x 2 p/aH Yepes3 Hebynansep.

Mykol u vaoos I'I ,q p efakune H M. Kan p , H. IO KaLumpCKon. MEOMNPAKTUNKA-M.: 2014 672
HaumoHanbHbIN K HCYC My mcungos p u , AnarHocTu4eckune KpI/I pun, Tep " Mop, p epakumen E.N. KoHgparT , H.1O. Kawwupckon, H.WU. KanpaHoBa . Mocksa,
000" K EOPFEC 2016 205 ¢ http s://mu k d g/d oc/kon us/CF_consensus_2017.pdf




Mykonutnyeckaqa Tepanug

LIS ITIIT
b bdddds

........

a2 2 LK

* /% rMnepToHNUYECKNN pacTBop HYANER
HaTpua xnopuga ¢ 0,1% HaTpnem oo Wi
rmanypoHaTtom ([vaHeb) yepes e IR
HebOynansep no 5 mn 2 pasa B AEHb.

G Chiesi
YriydliaeT KnupeHc AgbiXaTenbHbIX NYyTEN, SBNSAETCS
6a3nMCHOW MYKOSTUTUYECKON TepPanmen.

MaHHMUTON (MOPOLLOK ANA UHranauun) yny4yllaeT KIMpeHC
OblXaTeNbHbIX NyTeN, CNOCODOCTBYET rmgparaunm Crnsu.

Mykol L| npos. Mo ,q p efakuune H M. Kan p , H. IO KaLIJI/IpCKOI7I. ME)J,I'IPAKTI/IKA M.: 2014 672

Hauuo bHbI KOHCEHCYC My neumnaos p ,El, , AMarHocTny p epumn p " MNop, p enakuunen E.WN. KoHapar , H.1O. Kawwupckon, H.U. KanpaHoBa . Mocksa,
000" K EOPFEC 2016 205 ¢ http s://mu k d g/d /k us/CF_c s_2017.pdf






[TauneHTka P., 1986 r.p. Habntoganack B
nynosmoHonorundyeckom ota. PKb nm. M.U. KannHuHa ¢
nepuogmnyeckum ctayMoOHapHbIM Nie4YeHneM.

>KanoObl: ogblllKa CMELLAaHHOro xapakrepa,
ycunumearwiaaca npu HesHa4ynTenbHoOU oua. Harpyske,
Kallenb C BA3KOU TPyAHOOTAENAEMON MOKPOTOU
rHOMHOIO Xapaktepa, TAXXeCTb B rpyaHOWU KNeTKe,
OLLYLLEHNE XPUMOB B rpyan, BblpaxkeHHas obLas
crnabocTtb, cTyn 2-3 p B AEHb, Kar KawwunueobpasHbin,
OOUNBbHbIN, XXUPHbIW.




AHaMHe3:
B 3-x MecsaA4YHOM BO3pacTe MeamnKko-anarHocTu4ecKnmm

nccregoBaHUAMM(B TOM YKCSIE MO YPOBHIO XITOpUAOB nota —
29Mr/%, xnopnaoB HOrTeEBbLIX NNACTUHOK — 513, TpUNCcKUHAa Karna B
pa3BegeHunn 1:256, koHcynsTauum B [loHELKOM MeanKo-
reHETUYECKOM LIEHTPE) MOATBEPXKAEH AMArHO3. MyKOBUCLMOOS.
ObcnenoBanacbk B I. TBepu, B I. 3anopoXxbe, HEOAHOKPATHO Ha base
aetckon obnactHom bonbHuubl r.[lJoHeuka. C 18-neTHero Bo3pacTta
pPerynsapHo rnosiy4aeT craumoHapHoOE NeYeHne B
nynbmoHonorndeckom otgeneHnmn JOKTMO.B Te4eHnn Bcero
nepuoaa HabnoaeHua BbiceBanachk Ps. aeruginosa. [ayneHTka
HEOOHOKPATHO y4YacTBOBasia B MEXOYHAPOAHbIX UCCIeO0oBaHUAX MM
MB. lNocTosiHHO npuHnMaeT: Ab-npenapartbl 4/3
Hebynansep,MHranaunoHHbIE DPOHXOSTUTUKN, OTXapKMUBatoLLNE U
NpPOTMBOBOCMANUTENbHbIE NpenapTbl, PEePMEHTHbIE NMpenaparhl.




AHaMHes3:

B mae-utoHe 2016r. neyerHume B [10 JOKTMO, [13: BHerocnutanbHas
NMHEBMOHMNSA BEPXHEW, CPEOHEN, HMXKHEN O0NEeN NPaBOro Nerkoro u
HWKHEW 00NN NEBOro nerkoro, 4 kateropus, ¢ abcuegmpoBaHNEM B
BEPXHEW O05e NpaBoro nerkoro; MykoBmcLnaos, cMellaHHagqa
doopma, TaXKenoe Te4yeHue, C NPENMyLLECTBEHHLIM MOopaeHnem
nerkux (bpoHxoakTaTnyeckasi 6orfesHb ABYCTOPOHHEN NOKanusauum
B doa3e 000OCTPEHUSA; XPOHUYECKNN THONHBIN DPOHXUT B (pase
0DOCTpPEHUSA, XPOHMYECKAA KONOHM3aUna PSs. aeruginosa; neroyHas
HEeOOCTAaTOYHOCTb 3 CTEMNEHU; XPOHNYECKUN NAHKpeaTUT C
BHELLUHECEKPETOPHOU HeagocTaTo4HOCTLIO [XK). Ha npoTtskeHnn
nocneaHero roga oTMeYaeT HapacTaHue BblLLEeONMCaHHbIX Xarnoo.




[1aHHble 0OBEKTUBHOINO OCMOTPA:

KoXXHble NOKPOBLI N BUOUMbIE CNU3UCTLIE YNCThIE, DneadHble.
[lepudpepundeckne n/yanbl He yBenu4ieHsol. [lepkyTopHO Hag
NEerkMMm nNero4Hou 3ByK C y4acTKamMun YKOPOYEHUSA B HUXKHUX
OoTAenax ¢ ABYyX CTOPOH. AYCKynbTaTUBHO B NETKUX OblXaHune
BE3UKYNAPHOE, ocnabrieHo, KPenMTUPYOLWKNE N CyXne XpUrbl C
OBYX CTOPOH, borblie cripasa. YOO — 22 B MuH. ['paHuLbl
OTHOCUTENbLHOW cepaeYHOU TYNOCTN He pacCLUNPEHDI.
[NeatenbHoCTb cepaua putmmdHaa. AL 105/65mm.pt.cT. HCC
90 B MUH. 2KMBOT npu nanbnaunm MArknum, YyBCTBUTENbHbLIU B
30He NpoeKkunn noaxenyoodHou xenesbl. [lepudepunyeckmnx
OTEKOB HET.




[TaHHbIe OONONHUTENbHbLIX 0OCNea0BaHWUIA:

O06uw. aH.kpoBn —J1-4,9, HB-125, Op-4,2, HT-38, T-267, CO3-10, H-43,5,
0-0,5, 9-4, n-39, m-13

buoxum.aH.kposn — bunupybuH obw.-12,9, bunupybuH np.-3,2, N T-
16,2, LW®P-88,2, ACT-15,3, AJlIT-14,1, kpeaTuHnH-67,1, mo4yeBMHa-6,39,
rnoko3a-5, 1mMonb/n, obul.6enok-76, ansbymuH-43,4

O6buw.aH.moun — 30,0, ceeTno-xenrtad, myTtHasa, Ol1-1017, pH-5,0, 6enok-

0,13, rnoko3a — He 0DOHap., anuT.Nn.-3-4 B n/3p., J1-5 B n/3p, Op.HEU3M.-1-
2 B Nn/3p.

[ToceB MOKPOTbI Ha YYBCTBUTENLHOCTb K aHTUOMOTMKam: (Pseudomonas
aeruginosa) — AMukaumH-S 15mm., TobpamuumH- S 18mm.,
LinnpodpnokcaunH-R 17mm., JleBogonokcauuH-R 15mm., A3tpeoHam-|
19mm., TekapuunnuHd/KnasynoHat-I 21mm., Uedpenum-I 21mm.,
MmunmHem-I 31mm., MeponeHem-1 22mm.



[1aHHble OONONMHUTENbHBLIX OOCNeaOBaHUN:

dBL] — OPB1-46,8%. Pe3kme HapyweHua BCJI1 no pecTpuktMBHoOMy
TUMNY N 3HAYNTESbHbIE HAPYLLEHNS MO OOCTPYKTUBHOMY TUMY.

OTBC — rHOMHbLIN SHOOOPOHXUT 1-2 CT. BOCManeHwus.

Y3 OBbI1 - YMmepeHHble Anddy3Hble U3MEHEHNSA NEYEHN.
OX0MNpuU3HaKu XxpoHunyeckoro xoneuncturta. AndpdysHolie namMeHeHus
nog)kenyao4yHou xenesbl. HopmMmanbHagkapTMHa ceneseHkKu.

OXO KI" — [1aBrieHne B nero4Hon apTtepum 25MM.pT.CT. KnanaHHbIN
annapart He U3MeHeH. MHMarbHast MuTpanbHas v
TpukycnuaanobHaga peryprutauns (dpyHkumoHanobHas). Nonoctu
cepaua He pacluumpeHsl. Mruokapa He yTonuweH. ['unepknHes
MUoKapaa Ha qOOHe TaxmKapauu.




[1aHHble OONONMHUTENBbHBLIX 0OCNeaOBaHUN:

KT OI'K: Ha BceM NpoTSXXeHUU JNTIeroYHbIX nosien, NnpemmyLLecTBeHHO B
BEPXHUX OONAX C ABYX CTOPOH N CpeaHEN Oone npaBoro nerkoro,
onpenenstoTcHa paclUMpPeEHHbIE NPOCBETbLI DPOHXOB Pa3fnNYHOM
POTSXKEHHOCTU, MaX. d bpoHxoB cnpaBa — 9-14mm, cneBa — 7-11MmMm,
CTEHKM DpPOHXOB AedopmMmnpoBaHbl, HepaBHOMEPHO YTOJSILLEHDI,
NPOCBET MeCTaMu BbINOMHEH coaepXxXumbiM. [lepudokanbHO CTeHKaMm
OPOHXOB ONpPenenarTca Menkme eauHUYHbIE OYaXKKN YNIOTHEHUS.
Tpaxeq, rnaBHble, AONeEBbIE, CEerMeHTapHbIe, CydbcerMmeHTapHble
bpoHxu npoxoanmbl. OnpenensaTcs eanHUYHbIE NapaBacKynApHbIe
n/y po 13x8mm, napatpaxearnbHble A0 11X7MM.3aKn4YeHNE:
BpoHXx03KTa3bl 000UX NErkmnx, ¢ NpM3HakamMm XPOHNYECKOro
BOCMalIMTENbHOIO Npouecca B CTEHKaX pacLUMPEHHbIX OPOHXOB.
EOQVHNYHBIE YNNOTHEHHbIE MeaMacTUHAaNbHbIE NUMAI0Y3nbl.
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KT OI'K 2019 roa




KT OI'K 2023 roa




[OnarHos: MykoBucumgos, cmellaHHaa doopma, Taxernoe
Te4yeHue, C NPENMYLLECTBEHHbLIM MOPaXXeHUEM JNErkmx
(ODpoHXxo3KTaTn4yeckasa 00sie3Hb ABYCTOPOHHEN NOoKanu3aunm B
doa3e 0b60CTpeEHUA, XPOHUYECKUN THOUHBIN ODPOHXUT B dpase
00OCTpPEHUS, XPOHMYECKast KOrNoHmn3auusa Ps. aeruginosa),
NeroyHas HeJoCTaTOYHOCTb TPETbLEN CTENEHU. XPOHNYECKUN
NaHKpeaTUT C BHELLUHECEKPETOPHON HeagocTaTodHOCTbIO XK.
JleyeHne: TapreTHaqa Tepanus:.
anekcakadgTop/muBakadgtop/Te3akadTop +nsakadTop.
AHTNONOTUKN: MeporneHeMm, unnpodnokcaumH. NHransiymoH
yepes Hebynansep: bepoayan, dnynmyumn. PepmMeHTHbIE
npenapartbl. KpeoH. NITT: omenpason. [bixaTtenbHas
rMMHaTMKa, NTHEBMOBUBOpaLMOHHaA Tepanus.




[lepegoBon HENHBA3NBHbLIN METOA
OYMLLEHNS OblXaTerNbHbIX NyTEN -
BNOPONEPKYCCUOHHbIN XUIET.
[MpnHUKMN paboTkl 3aKf4aeTcsa B nogade
KOMMPECCOPOM BO3ayXa B XXWUIMET C
perynmpyemMbiMu napameTpamu
aMnnnTyadbl U 4aCcTOThbl, YTO CO34aeT
BUOpaLMOHHOE BO3OENCTBUNE HA rPYyOHYHO
KIEeTKY nauueHTa.

[eHepupyemMble BUBpaLmn CTEHOK
OPOHXOB NPUBOOAT K Pa3XKMKEHMUIO,
OTAENEHUIO N NEPEMELLEHUIO I'YCTON
MOKPOTbI U3 HUXKHUX OTOENO0B
OblXaTernbHbIX MYTEW B BEpXHUE, bonee
KpynHble OpOHXU, obreryas ee
nocnefywouliee ygarneHue.




BbIBOObI:

[1pn BbIABNEHUN OPOHXO3KTATUYECKOW
bone3Hn B MOIogomMm Bo3pacTte, Heobxoanmo
OononHUTenbHoe obcrnegoBaHne — CKPUHUHE Ha
MYKOBMUCLINOO03.







