LUMAPFAJIKA MO KITMHUYECKOW PEKOMEHOALIWM - LLKOMA CEYEHOBA

KMUCTO3HbIN p16pOo3 (MyKoBUCLMAOO3)

KnuHuueckune pekomeHdaumn MmHsapasa Poccuu - B3pocnble, AeTu - pefakums 2025 r., ctatyc «MpumensaeTca» Ha 04.11.2026 - MKB-10: E84
- Coto3 negnaTpos Poccuu, Accoumauns MeaMLMHCKUX FeHETUKOB, POCCUIICKOe pecninpaTopHOe O6LLIECTBO

MyKOBUCLMAO3 — 8y TOCOMHO-PELLECCUBHOE MOHOIreHHOE 3aboneBaHne, CBA3aHHOE C HapyLUEHUEM QYHKLLAN
6enka CFTR 1 nopaxeHvem nerkunx, noaxenygouHOM Xenesbl, neveHu, KUWeYHnKa v Apyrux opraHoB.
PekoMeHOauuns onncbiBaeT NOATBEPXAEHWE AMarHo3a, perynspHbIi MOHUTOPUHE 1 KOMMNIEKCHOE NeveHne aeTen
W B3POCbIX, BKIOYASA MYKOMUTUYECKYHO, DEPMEHTHYIO, aHTUOAKTEPUANbHYIO, HYTPUTUBHYIO U TAPreTHYIO
Tepanuio.

FnaBHOe

« [InarHo3 noaTBEPXAatoT COMETaHNEM XapaKTEPHbLIX GEHOTUMUUECKUX MPOABNEHUN 1 JOKa3aTEeNbCTBA HAPYLLEeHKS
®YyHKuUMKM CFTR: NONOXUTENBHOM NOTOBOW NPOBOW N/Mnu ABYMS NaToreHHbIMU BapuaHTamu CFTR, Bbi3blBatoWMMU
MYKOBUWCLIMIO3.

HeoHaTanbHbIM CKPUHKUHE B P® BktouaeT onpenenenune MPT, noBTopHbI IPT npu pe3ynbTaTe Bole 99,5 LeHTuns
1 3aTeM NoTOoBYIO NPO6Y. ONTUMarbHO YCTaHOBUTL AMArHO3 M HayaTb HabnNtoaeHWe BbIABNEHHOIO pebeHka B
nepsble 2 MeCcALa XU3HW; NPY MEKOHWEBOM MNeyce NoToByIo NPoby NPOBOAAT HE3aBMCUMO OT ypoBHA UPT.

MuKpoburonornyeckoe nccnefoBaHve ApIxaTenbHoro MaTepuana NPOBOAAT NPU NEPBUYHOM AMArHOCTUKE 1 fanee
He pexe 0HOro pa3a B 3 MecsiLa, onpeaensas Bo3byaMTens U ero YyBCTBUTENbHOCTbL; MPY NePBUYHOM Bbicese P.
aeruginosa KOHTPOJIb BbIMOMHAT Yepes 7-14 fHen nocrne Kypca apaamkaumm.

Ba3oBble KOMMOHEHTbI TeYeHns — anetoTepanus, PepPMEHTHas 3aMecTUTeNlbHas Tepanung Npu NaHKpeaTnyeckom
HeOOCTaTOYHOCTU, MyKOUTUKM, KUHE3UTEepanus, aHTubakTepuanbHasa 1 BUTaMUHHas Tepanus, a Takxe neyeHve
OCNOXHEHUN.

Mpu XpoHMYecKon nHdeKLMKM P. aeruginosa NPUMEHSIIOT MHIaNALUMOHHYO MPOTUBOCUHErHOVHYIO Tepanuio; npu
nepBUYHOM BbiCeBE 6€3 BblpaxXeHHbIX CUMMNTOMOB OAMH 13 BapUaHTOB — TOBpaMULLMH MHranaumoHHo 300 Mr 2 pa3a
B CYTKM 28 oHen.

MBakadTop + NyMakapTop Ha3Ha4aloT NaLmeHTam C MyKOBUCLMO030M OT 2 NIeT, FOMO3UroTHbIM No F508del;
nmBakapTop + TesakaPpTop + anekcakaPpTop 1 nBakaPTop — NaumeHTam ot 6 net npu Hannumm F508del nnm
YYBCTBUTENBHOIO K Tepanuu natoreHHoro sapunaHTta CFTR.

Ha doHe TapreTHow Tepanuu koHTponvpytoT AT, ACT v 6unupybuH: nepef Haudanom nedeHus, Yepes 14 oHen nnv
1 MECHLL, eXeMeCAYHO NepBble 6 MeCALLEB, 3aTEM Kaxable 3 MecsLLa; npenapar BpeMeHHO OTMeHSIIOT npu AJTT/ACT
6onee 5 BI'H nn60o 6onee 3 BIH BMecTe ¢ 6unnpybuHom 6onee 2 Br'H.

OunarHocTtuka

1. 3anoao3puTb MyKOBUCLIMAO3 NMPU MEKOHWEBOM MNeyce, FMNepaxoreHHOM KULWEeYHWKe MoAa, 3aTAXHON
HeoHaTarnbHOW XenTyxe, cTeaTopee, 3adepXKe NprbaBku MacChbl, XPOHNYECKOM N PELIMANBUPYIOLLEM KaLline U
MHEBMOHMAX, BPOHXO3KTa3aX, XPOHUUYECKOM CUHYCUTE, CUHOPOME MNOTepwu CoMnen, NaHKpeaTuTe, HESCHOM
3abonesaHnK neveHn nnmn o6CTPYKTUBHOW a300CNEPMUM.

2.poBeCTN HeoHaTanbHbIM CKPUHWHT: IPT onpenenstoT B 24-48 4acoB Yy AOHOLWEHHbIX U Ha 7-8-e CyTKn y
HeLOHOLEHHbIX; NPy pe3yrbTaTte Bbie 99,5 LeHTUNA NOBTOPSAIOT TECT Ha 21-28-e CyTKW, 3aTeM BbINONHAOT
NMOTOBYIO NPOGY.

3. BbinonHWTL NOTOBYIO NPOBY HEe MeHee ABYX pa3. [1py NpsaMoM onpeaeneHnmn Xxnopunaos pedynbTat 60 MMOnb/n v

BblLLE CUMTAIOT MNONOXUTENBHBIM, 30-53 MMONbB/N — NOrPaHUYHbLIM; MPKY oNpeaeneHny NPOBOAUMOCTHM NoTa
NONOXWUTENbHbLIN pe3ynbTaT — Bbilwe 80 MMOIb/M, NorpaHnyHbin — 50-80 MMOnb/.

4. Tpy NONOXUTENBHOW UMW MOrPaHUYHOM NOTOBOM NPO6E, MEKOHWEBOM UEyCe, TUMMYHBIX KITMHUYECKMX
npossneHnsx, CFTR-accounMmnpoBaHHOM NaHKpeaTuUTe 1M 06CTPYKTUBHON a300CNePMUM MPOBECTU MONEKYNSPHO-
reHeTnyeckoe nccnegosarve CFTR; Mpy HEOH6XOAMMOCTM PaCLIMPUTL aHanM3 o CekBeHMpoBaHus, MLPA nnm
QFMP.

5. OUeHNUTb BHELLHECEKPETOPHYIO GYHKLMIO MOAXKENYAOUYHOM Xenesbl No NaHKpeaTU4eckon anactase-1B Kane 1
KonporpamMme; Npu CoxpaHHoM GyHKLMKM anacTady onpeaensioT exeroHo. BeinonHUTL MMKPOBUonornyeckoe
nccnenoBaHWe MOKPOTI, My6OKOro Maska 13 3esa unun BAJT ¢ onpeneneHem YyBCTBUTENBHOCTU.
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6. INs OLLEHKM NOpaxeHus OpraHoOB MPOBECTU CMMPOMETPUIO B CPEOHEM Kaxble 3 MecsiLLa, MyNbCOKCUMETPUIO UK
nccrnenoBaHWe rasos KPOBW MNP roCiUTanu3aumm, BU3yanu3aumio Nerkmx no nokasaHusam, Y3W opraHos 6ptoLHOM
MONOCTU U NMEeYEHW, a Takke GUbpoaiaCTOMETPUIO NeveHu C oueHKon ¢prnbposa no METAVIR.

NeueHue

« MykonuTUMueckyto Tepanmio NpoBOASAT 6O/MbLUMHCTBY NaLMEHTOB, NPEANOYTUTENbHO MHIANALMOHHO, C
o6s3aTeNnbHbIM NOCneayoLWMM yaaneHmeM MoOKpoThl MeTodamm KnHeantepanuun. [lopHasy anbda npuMeHsaoT no
2,5 Mr B CyTKH; NPW PAcnpOCTPaHEHHbIX BPOHX03KTa3aX — 5 M B CYTKU. MMNEePTOHUYECKMI PacTBOP HaTpUA
xnopwupaa 3%, 6% nnu 7% npuMeHsaoT no 5 MN 2 pasa B feHb Yepes Hebynamsep.

BpoHX0NMUTUKKN Ha3HauvaoT NpY 06paTUMON UM YaCTUYHO 06PATUMON BPOHXMAaNBLHOM OB6CTPYKLLMK, ONpeaensiemMon
Kak npupocTt O®B1 nocne nHranaumnm 6onee 15%, neped MHranaUMAMmM MyKONMTUKOB MNPW Han4mm
BPOHXO0BCTPYKLIMK, a TakxKe nepel MHransaLMOHHbIMU aHTUBNOTHKAMU, TMNePTOHUYECKUM PaCTBOPOM HaTPUS
xnopwuaa v kKuHeautepanuen. MNpu Taxenon obeTpykumm ¢ OPBT MeHee 30% OT LOMXKHOIO UCMOMb3YIOT HEBYnan3ep.

MaHKpeaTWH Ha3HavaloT NpU KITMHNYECKUX MPOABIEHNAX KULLEYHOro CUHOPOMa 1y anacTase-1B kane meHee 200
MKr/T; NPUHUMAIOT BHYTPb 0 M BO BpeMd Kaxaoro npuemMa nuwm. Ctaptosasa no3a — 1000 E[] nnna3bl/Kr Ha npuem
nuwy getsam mnagwe 4 net n 500 EO/kr oetam ctaplue 4 neT v B3pOCbiM; 06bIYHO He npeBbiwatoT 10 000 EQ
nvnasbl/Kr B cyTku unn 4000 EQ/r xumpa.

AHTWBaKTEpPUanbHYO TEPaNuIO NPOBOAAT NPY 0OOCTPEHUN UMK BbIBNIEHNM HOBOIO MPUYNHHO3HAUYMMOro
BO36yauTens; And rpaMoTpuuatensHon pnopsl, MRSA, HTMB 1 XpoHu4eckomn MHPEKLIMKM 3HaUnMO Nioboe
KOMYECTBO KOMOHWN. BHYTPUBEHHbIN KyPC HaUMHAIOT B CTaLMOHape, 06blHO Ha 14-21 fieHb; Npu TAXeNnoM
O0B0CTPEHUM UCMOMBb3YIOT HE MEHEE [1BYX MpernapaTos.

MNpv NepBMYHOM BbiCeBe P. aeruginosa 6e3 KNMHNYeCKr 3Ha4nMbIX CUMMTOMOB BO3MOXHbI MHMaNALLMM TOBpaMuLLIMHa
300 Mr 2 pa3sa B AieHb 28 aHen nnbo konucTumMeTaTa Hatpua: 1MNH EL 2 pa3a B aeHb y Aeten mnagwe 8-10 netn 2
mMnH E[ 2 pa3a B AeHb y naumeHToB 8-10 neT 1 cTapLue; NepBbivt UHransaLMoHHbIN KypC NPOBOAST NOA HabntoAeHeM
Bpaya.

Mpy MyKOBMUCLLMA03-aCCOLIMMPOBAHHOM CaxapHOM AMabeTe UCMOMb3YIOT MHCYMH, MPenMyLLECTBEHHO B 6a3arnbHO-
BOMOCHOM PEXUME UMW Yepe3 MOMMY; BO BPEMS! NIEFrOYHOTr0 060CTPEHNS MMMKEMMIO KOHTPONMPYIOT 40 3-6 pa3 B
CYTKM 1 NPU HEOBXOAUMOCTU YBENUUMBAIOT 6a3anbHYIO 1 6OMIOCHYIO AO3bl.

MBakadTop + nymakadTop NpUHMMAIOT Kaxable 12 4acoB C Xupocoaepxallen nuwen. [Ang Bo3pacta 12 net u
CTaplue fo3a cocTasnseT nsakadTop 125 Mr + nymakadTop 200 M B Kax oW 13 2 TabneTok, MPUHUMaEMbIX Kaxable
12 YacoB; KOMBMHALLMIO MPUMEHSIOT NPW FOMO3UroTHOCTM No F508del.

Bes TapreTHon Tepanum paumnoH yeenuumsatoT Ao 120-150% Bo3pacTHOM NOTPEOHOCTH B 3HepPrum; okono 20%
Kanopwuin 0omxHbl obecneunsaTth 6enku, 35-40% — xupbl. [py OTCYTCTBUN NPUBABKU UMW CHUXEHMM MaCChl Tena B
TeueHue 6 MecsLEeB, PakTUUECKOW Macce Tena Huxe 3-ro nepLeHTUNg nmbo GakTUYecKom Macce Tena Huxe
LOMKHOrO 3HaYeHUs Ha 15% nnu meHee 25-ro nepLeHTUNd Ha GoHe OOMONHUTENBHOIO NUTaHUA PEKOMEHAYIOT
arpeccuBHble METObI HYTPUTUBHOM MNOAAEPXKM.

Korpa HanpaBuTb U Kak HabnoaaTb

« Mpv NONOXUTENLEHOM pe3ynbTaTe NOTOBOW NPO6bl NOCNE HEOHATaNBbHOMO CKPUHWMHIa HAaNPaBWUTbL PebeHKa B LIEHTP
MYKOBMWCLI03a U NpoduibHOe oTaeNneHue; o6cneaoBaHune v HabnoaeHwe xenaTensHo NPOBOAUTL
aMbynaTopHO MW B IHEBHOM CTaLLMOHapE C cobntoaeHeM NpodunnakTUk1 nepekpecTHON MHbEKLMN.

OCNOXHEHHbIN MEKOHWEBLIN NNeyc TPpebyeT SKCTPEHHOMO XMPYPrnYecKoro NeYeHust; KOHCepBaTUBHOE BeAeHWE
LOMYCTUMO TOJBKO MPU OTCYTCTBUM PEHTIEHONOrMYECKUX MPU3HAKOB OCIIOXHEHWI, MaTONOrMYeCcKoro
OTLENSEMOrO U3 XenyaKa v 60U, a Takxke Npu KOMNEHCHPOBaHHOM METaBONMMUYECKOM U BONIEMUYECKOM CTaTyCe.

Mpw AbIxaTensHOM HeAOCTaTOYHOCTHN OKCUreHoTepanuio HaunHatoT npu PaO2 meHee 55 MM PT. CT. B Mokoe Nnbo
MeHee 60 MM PT. CT. MPK OTekaXx, MONMULIUTEMUN UM NErOYHOM rrnepTeH3unm; Lenesasd SpO2 — 90-92%. Mpu
ryunepkanHUYecKon apixaTenbHON HeJOCTaTOYHOCTHN pekoMeHaosaHa HIAB/T.

HanpasuTb B LLEHTP TpaHcnnaHTauum nerkmx npn OPB1 He 6onee 30% v ero NPorpecCcupyowemM CHUXEHNUU,
OVCTaHUMW 6-MUHYTHOM X0ab6bl MeHee 400 M, MTero4HON rMnepTeH3nK, YacTbIX FOCNUTaNM3aumax, NoTPE6HOCTH B
HWBJ1, yxyALleHnn HyTPUTUBHOMO CTaTyca, PeLMaMBUPYIOLWLEM MHEBMOTOPAKCE UMK KPOBOXapKaHbe, He
noagatoemcs amMéonmsacimn.
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+ MauwmeHTa C BblpaxeHHOW NopTanbHOW rMNepTEeH3MeN CNeayeT HanpaBnTb K TPAHCMNaHTONOry Ans OLLEHKK
TpaHcMnaHTaLmMmn NeYeHmn Jaxe npu OTHOCUTENBHO COXPaHHOM GYHKLMK NeYEHU U 10 TEPMUHAMBHOWM CTaduu
Lvppo3a.

YacTble Bonpochl

Kakow pe3ynbTaT noTOBOM NPO6bI NoATBEPXAAET MYKOBUCLINA03?

Mpv NpsAMOM onpefeneHnn XnopuaoB noTa pesynbTat 60 MMOMb/N U BbilLe CYUUTAIOT NONOXUTENbHBIM, 30-59 MMOnb/N
— norpaHuyHbIM. [1ng noaTeepXaeH1sa AMarHo3a HEO6XOAMMO NONYUYNUTb Kak MUHUMYM ABa MONOXUTENbHbBIX
pesynbTarTa.

Korpa npu MyKkoBnUCcUMOO3€ Ha3Ha4yarT I'IaHeraTMH?

®epMeHTbI Ha3HavatoT NpU cTeaTopee, KIMMHNYECKUX MPOSBNIEHNAX KULLEYHOrO CUHAPOMa UK KOHLLEeHTpaLLmm
naHkpeaTuyeckon anacTa3sbl-1B kane meHee 200 MKr/r. NpuH1UMaTL NpenapaT Hy>HO O M BO BpeMS efibl, a He nocne
Hee.

Kak nposoaunTcs apaavkaumsa Pseudomonas aeruginosa npu nepsoMm BbiceBe?

Y cTabubHOro NaumeHTa 6e3 3Ha4yMMbIX CUMNTOMOB UCMOMb3YIOT NHFranaunmM TobpamuLmHa 300 Mrr 2 pa3a B fieHb 28
OHEeN Nnbo KONMCTUMETAT HaTPUS B BO3PACTHOM JO3MPOBKE; BO3MOXHa KOMBUHAaLMS C NepoparibHbiM
LMNPOdIOKCaALMHOM. [TpY MPUMEHEHUM KONMMCTUMETAaTa HaTPUA KypC NPOAOIXAIOT 3 MECALLA, 8 KOHTPOIbHbIN MOCeB
BbINONHAOT Yepes 7-14 oHen nocne neveHus.

KoMy HasHaualoT neakadTop + nymakadprop?

KoMbuHaLmsa nokasaHa nauyeHTam ¢ MyKoOBUCLMAOO30M OT 2 NIET, TOMO3UrOTHbIM Mo MyTauun F508del. MNpenapaT
MPUHUMAIOT Kaxable 12 YaCoB C XMpocoaepXallen nNuLen; npy Bo3pacTe 12 neT 1 cTaplue Jo3a COCTaBnseT
nBakadTop 125 Mr 1 nymakadTop 200 Mr B Kaxaov 13 2 TabneTok, NpUHUMaeMbIX Kaxable 12 yacos.

Korpaa npu Mykosucuunaose Hy>kHa HUB/T?

Mpwv oCcTpow ObIXxaTenbHON HeJOCTaTOYHOCTU OPUEHTUPYIOTCA Ha TAXENYIO OObILKY, YaCTOTY AblxaHnsA 6onee 25 B
MWHYTY, pecrnmpaTopHbIn aumao3s ¢ pH MeHee 7,35 n PaCO2 6oree 45 MM PT. CT., @ TakXe BblPaXeHHYIO rMoKCeMumio ¢
Pa02/FiO2 MeHee 200 MM pPT. CT. [py XpOHUYECKOW HEAOCTAaTOYHOCTH NOKa3aHusa BkItoYaT PaCO2 6onee 55 MM pT.
CT. N 50-54 MM PT. CT. B COMETaHMM C HOYHOW MMMoKCeMnen nMmbo YacTbiMKU FOCMNTaNU3aLUMAaMm.

BbIXn1MKa caenaHa no TeKCTy pekoMeHaauUmmn U He 3aMeHseT ero. MonHbI odULManbHbIA TEKCT, KabKyNATOPbI 1 COKpaLLéHHaa BepCusa:
https://lwkonaceyeHoBa.pd/cr/372-kistoznyj-fibroz-mukoviscidoz. OpuumanbHbIn UICTOUHKK: https://cr.minzdrav.gov.ru/preview-cr/372_3
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