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MyKOBMCUMAO3 (KUCTO3HBIN UBPO3) —  CUCTEMHOE — HACNEACTBEHHOE s

3aboneBaHne (Hacnegyetca Mo  ayTOCOMHO-PELECCUBHOMY
oOycnoBneHHoe myTaumemn reHa  CFTR, N XapaKkTepuaytoLlieecs
NnopaXeHMeMm Xenes3 BHELWIHEW cekpeuun. B 4acTHOCTW, TSXKenbiMU

HapyLeHUAMUN PYHKLININ Opre

Normal Airway:
In healthy lungs, the
airway is lined with
thin layer of mucus
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Airway With CF:
With cystic fibrosis,
thick, sticky mucus




CFTR npeacrtaBnsaeT codbon LUKINYECKNN
ageHo3nHoBbIM MOHOoocdaTt (LAMOD) -
KaHan, perynupylowumn  TpaHcnopT
Xnopuaoos, Hatpusa wu  bukapboHaToB
yepes anuTtenuanbHble MmembpaHbl. [pu
ero MyTaumMm  UOHHLIN  TpaHCNopT
HapyLlaeTcs. B pe3ynbsraTe noBbILAETCS
KOHLEHTpaUNs NOHOB XJflopa N HaTpusa B
CeKkpeTe nMOoTOBbIX, OpPOHXMArbHbIX,
NOMNOBLIX Xenes3, B NO4KENyao4HON
xenese un T1.n. CeKpeTr CTaHOBUTCHA
BA3KNM, ryCTbIM, BO3HUKAET
NHpULUMpoBaHMe, BocnaneHme, ondpoas.

BHEKNETOYHOE NPOCTPAHCTBO CFTR

HopmanbHbIA KaHan
CFTR

BHYTpUKAETOYHOE

NPOCTPAHCTBO



Tunsl MyTanumn
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Orcytcrame HapyweHve Hapywexne HapyLeHwve CHmxeHve BbicTpoe
CMHTe3a co3peBaHns perynsumm NpoOBOAUMOCTU Konn4yecTtsa paspylieHve
Genka benka XIopHoro XMOpHOro  YHKLIMOHAmMbLHOIo oenka
KaHana KaHana benka

MyTauuwm I-lll u VI knaccoB onpeaensoT dopMmnpoBaHMe Manoro konnyectea CFTR N HedyHKLMOHanbHoro CFTR Ha
anukanbHon membpaHe. Kak cneacTeue, HacneaoBaHue, roMO3UTOTHBIX U TETEPO3UTOTHBIX MyTaLMiA, TpUHaaneXxalmnx K
3TMM KIaccam, NpUBOAMUT K CEPbE3HbIM NOCNeACcTBUAM U pa3BuTUio knaccuyeckoro MB B paHHeM Bo3pacTe. MyTtauun,
npuHaanexawue K knaccam IV n V, kotopble npeanonaratoT Hanudne CFTR-onocpeaoBaHHOM OCTaTOMHOW OYHKLMM KaHana,

npnBoaAT K MEHbLUM HapPyLUEHUAM



XapakTepHOM  OCODEHHOCTbIO  pa3BUTUA
bpoHxonerovHblx nospexageHnn npu MB
ABNAETCA  pasBuUTMe  Ux  «HaobopoT». il .
[lepBM4YHO  noBpexgarwTca  OPOHXMONbI, 3

BO3QYXOHOCHbIE MyTWU MENKOro Kanubpa. B
pes3ynerarte noBpexaeHuns doyHKLMK
TPaHCMOPThIX KaHarnoB POPMUPYETCH BA3KNU
KNEeNKNN CeKPEeT, KOTOPbIM MNpaKkTU4ecKu
OOTYypUpPYET HWXHWE OTAENbl AblXaTenbHbIX
nyTewu, doopmupys HapyLleHne
MYKOLUMIIMAPHOIO  KNUPEHca U  CTOMKYHO

WW@&%WW&M OpoHXunonuTt
riexkat B OCHOBEe nNOopaXeHUsl HUWXHUX
oTAenoB AbixaTenbHou cuctembl npu MB.

Airflow
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C Te4yeHnem BpeMeHn BpoHXMOonbl Noa

BNUAHNEM NHMPULUMPOBAHHOIO
B6poHXmManbLHoro cekpeTa
paspyLuaroTcs 7 obpa3sytoTcs

BPOHXMOMO3KTa3bl, a 3aTEM U KPYMHbIE
6pOHX03KTa3bl, HANOMUHAOLWME KNCTbI
(oTctopa W HasBaHuMe  bonesHwu).
OCOBEHHOCTBIO OPOHXO3KTA30B MpU

MB aBnaetca nepBuYHOE MopaxeHue

A



K Apyrum nameHeHnsam Co CTOPOHbI BPOHXOErO4YHOM CUCTEMBI OTHOCUTCS — MPOorpeccupytoee
nageHne yHKUMM NEerknmx, KOTopoe COMpPOBOXAAET MauuMeHTa BCH XMU3Hb. PopmMupyetcs
XPOHUYeCKasi AblxaTernbHas HeAoCTaTOMHOCTb. MOXeT OTMeYaTbCsi CBUCTSLLIEE AblXaHne u/unu
«oparnbHasi Kpenutaumsa», ofpbillka, Kawenb C BblAEEHNEM FTHOMHOW MOKPOTbLI, B TOM 4uUcrie
BHe nepuoaoB oboctpeHusi. OTmevaeTca yBenuydeHne nepegHesagHero pasmepa rpygHom
KNETKN, YTOSLLEHME KOHUEBbLIX dbanaHr nanbues no Tuny 6apabaHHbIX nanodvek, nosBreHne
LUMaHo3a Ha boriee no3gHUX cpokax 3aboneBaHus.

|_Nanblbl yenoeeka
C MYKOBWUCLMO030M




HapyLwieHue MEXaHN3MOB cekpeuumn 7
MYKOLMNMMAPHOrO KINnpeHca B [OblXaTenbHOoW
anuTennunu CcrnocobcTByeT TOMY, YTO CeKper
NOCTOAHHO WUWHMUUMpYeTCA U HabrnogaeTcs
KONTOHW3aLUus nerknx naTOreHHbLIMU
MWKpPOOpPraHMamamMmm C BO3pacTaHMEM 4acCTOThl
NHPEKUMOHHbIX ODOCTPEHUN MO TUMY FHOWHOr
OOCTPYKTMBHOIO OpOHXUTA NI MTHEBMOHUM.
Hanbonee 4actbiMn BO3OYOUTENAMU NErOYHbLIX
nHpekuunn y geten ¢ MB asnatotcs Staphylococcus
aureus, Pseudomonas Aeruginosa. B 50% crny4yaeB
npu  pasBuUTUM  OPOHXO3KTA30B  BbICEBAKOT

3acToit MOKpOThI
npMBOANT K MHPEKLNOHHOMY
npoueccy

Aspergillus fumigatus. Kpome TOro
ManonoaBMXHOCTb  CEKpeTa U TUMNOKCUS
CNoCcOBCTBYIOT BbIPABOTKE MUKPOOPraHU3MaMU — ,o oo sl -
anbrmHata (Mykomaa normcaxapugHoOM CTEHKW  3Acposoro uenoseka Py MyKoBHCUAOSE

MUKPOOOB) C 0OpasoBaHMeEM BMOMNNEHKN, KOTopas
3awmuaeT  KOSIOHUM  MUKPOOPraHM3moB  OT
NleKapCTBEHHOIo BO3OENCTBUA.



Takum obpasom opMnpyeTcst MOPOYHbIN KPYT NOpaXXeHUA OblXxaTenbHOW CUCTEMDI
npu MB, BkniovyawoLwmm Mykoctas, oOCTPYKUNIO AbiXaTenbHbIX MyTEW, NHMPEKUUIO U
YyacTble BOocnaneHus.
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OCODEHHOCTAMU  XPOHUYECKOW  UHAEeKUMM  nerkmx Yy  OOonbHbIX @’;
MYKOBUCLMOO30M HBMSETCA TO, YTO AdaHHas WHQekuma B 2/3 crnydaes §
BbI3bIBAETCA He MOHOKYNbLTYypoW, a accouvaunen MUKPOOpraHm3MoB. ci;

Hanbonee 4yacTto BCTpevalrllenca accouuauuen SaBnsieTcsl codetaHue P.
aeruginosa W S. aureus. [lpn aHanuse [OaHHbIX MUKPODOUOSIOrnMYeCcKnXx
nccreaoBaHMn YCTaHOBEHO, YTO MUKPOOPraHn3Mbl ObInn BblaerneHbl y 61,9%
Oeten B Bo3pacTte A0 1 roga, y 92,9% - B Bo3pacTte 1-4 roga, vy 93.8% - B
Bo3pacte 5-7 ner m B Bo3pacte 8-14 m 15-18 y 100% peten. 3ITO
CBMOETENbLCTBYET O TOM, YTO KOMOHMU3aAUUA JErknx MUKPOOpraHnsmMmamu
OOSIbHbIX MYKOBUCLUMAO30M HaudMHaeTCcs, aKTU4EeCKHN, C NepBbIX OHEN Mocre
POXOEHUNSA N OCTUraeT MakCMMyMa yXKe K 5 rogam XXU3HW.

[pyron oCODEHHOCTLID MUKPOMIIOPLI NPU XPOHUYECKON UHADEKLIUN NETKUX Y
OOSIbHbIX MYKOBUCLUMOO30M SIBMSAETCS pasfnyHasg pPe3NCTEHTHOCTb K
aHTMBbMoTUKaM rnpeacTaBuUTeENEN OOHOMO M TOro Xe Buaa BoO3byauTens,
nepcuUcCTnpytoLero y 00nsHoro B nerkux.



Jlnarnocruka

*HeoHaTanbHbIA CKPUHUHT

*[lonoXntenbHbIN pe3ynsTart MNOTOBOrO
TecTa

[1Be myTauuu CFTR, Bbi3biBatoLme MB

«XapakTepHble KIMHNYECKNE NPOSABIIEHUS,
Takne Kak anddysHble OPOHX03KTa3bl,
BbICEB M3 MOKPOTblI 3Hadnmoun ana MB
naToreHHonm MuKpodrnopbl (0cobeHHOo
CUHErHOMHOW nNarnoudkn), 9K30KPMHHasA
naHKpeaTn4yeckad HEe4OCTaTOYHOCTb,
CUHOPOM NOTEPU CONewn




JledueHue

Obsa3arenbHble cocTaBndaowme nedyeHms naumeHta ¢ MB: —
1. KuHeanTepanus — MEeTOAUKN APEHNPOBAHUA BpOHXManbLHOro aepesa un nevyebHas cbmwynmypa%

2. BuicokokanopunHaa auveta (uHorga TpebyeTcs OOMOSIHUTENbHOE JHTepanbHOEe 30HO0BOE )
nMTaHue)

3. Mykonutnyeckasa tepanus.

4. AHTuMbakTepmanbHaga Tepanus (nnaHoBble Kypcbl ABI B B1uae nHransuum yepes Hebynansep nnm
COBMECTHO ¢ TabnetnpoBaHHbIMU OPMaMM, UITN BHYTPUBEHHO)

5. 3aMecTuTenbHas Tepanus HegoCTaTOMHOCTU 3K30KPUHHOW (PYHKUMM NOOXKEeNyO4o4YyHON Xeresbl
OCYLLIeCTBNAeTCs NOXXU3HEHHLIM MPUEMOM NaHKpeaTU4yeCckux epMeHTOB.

6. ButammnHoTepanua (npexae BCero XpopacTtBOpMMbIE BUTAMUHDI).

7. CFTR-moaynaTtop



Jleuenne MRSA

[Mpn nepBnYHOM BbiceBE MRSA y CTaburbHbIX NAUNEHTOB (BHE
0DOCTPEHNSA XPOHUYECKOrO BOCManMTENbHOrO npouecca) B
KayecTBe MepBOoM IUHUM Tepanuu nNpu  OTCYTCTBUMU
NpoTMBOMNOKa3aHNUM  PEeKOMeHOYeTCA Ha3HavyeHue  OBYyX
aHTUbaKkTepuarnbHbIX NpenapaTtoB per os B TeyeHue 1-3
MECALEB, Yalle 3T0 KoMOuHaumsa pudpamnuumnHa ¢ dy3maoBou
kKncnorton unu CynbdpameTokcason+ [puMeTonpum.

C y4eTOM 3HaHMM O MecCTax BO3MOXHOW KONMOHM3auum MRSA,
napannenbHo, OgQHOBPEMEHHO C HadasrioM apagukaunoHHOM
Tepanun, Heobxogmma obpaboTka KOXW, MOSIOCTM Hoca U
POTOIMOTKM  aHTUCENTUKaMW, a TakkKe [Oe3nHdeKums

OKpY>XatoLLen cpeabl.

n

X_

- Ko-Tpumokcason

fev
e
P

o

W




JledeHue IIPH BbBIAB/JICHUHU B

PekomeHayeTcs OoHOBPEMEHHOE Ha3Ha4YeHune 2-3
NPOTUBOMUKPOOHBLIX rMpernapaTtoB W3 pasHbIX rpynn, 4To
npenoTBpawlaeTr passBuTMe YCTOMYMBOCTWU  P.aeruginosa WU
CNoCOOCTBYET [OOCTWMXKEHUID MAKCUMAarbHOIO KIMUHUYECKOIO
adbpekTa (opagukaumm P. aeruginosa). Haumbonee w4acto
NPUMEHAIOT KOMOMHaLUun aMMHOITINKO3NO0B C
uedanocrnopuHamu  3-4  nokonenusa.  LlenecoobpasHo
nepnognyecku MEHATb KOMOUHaLUun aHTUONOTUKOB,
9O (PEKTUBHbLIX B OTHOLLEHNN CUHETHOMHOW NasiovKu.
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