LUMAPFAJIKA MO KITMHUYECKOW PEKOMEHOALIWM - LLKOMA CEYEHOBA

UanonaTtnuyecknm neroyHbin puépos

KnuHnueckune pekomeHdaumn MuHsapasa Poccuu - B3pocnble - peaakums 20211, ctaTyc «[pumensieTcs» Ha 04.11.2026 - MKB-10: J84.1 -
Poccuinckoe pecrnvpaTtopHoe 06LwecTBo

MovonaTuueckuit nerouHbin dpropos (M®) — xpoHMUecKoe Nporpeccupytollee GpréposvpyioLlee
WMHTEpPCTULMaNbHOe 3ab0oeBaHme Nerkmx Hen3BeCTHON MPUYKHBI, O6bIMHO BO3HMKaIOLLIEE B CTapLIEM BO3PacTe U
CBfI3aHHOE C NaTTEPHOM OBbIYHOW MHTEPCTULLMANBHON MHEBMOHMW. PEeKOMeHOaumst MOCBALLEHa PAaCMO3HaBaHWIO
WI®, noaTeepXaeHWio AnarHo3a, aHTMrUbpoTMYECKOW Tepanmun, KUCTIOPOAHOW 1 NerOYHOM peabunutaumm,
HabNOEHWIO M MOKa3aHWAM K TPaHCNNaHTaLmMm Nerkmx.

FnaBHOe

« [opo3peHrre Ha U1® ocobeHHO 060CHOBaHO Y NaLmeHTa cTaplue 60 neT ¢ HeO6bACHNUMOWM OAbILLKOW NPU Harpy3Ke,
KaLnem, 6asanbHoM ABYCTOPOHHEN KpenuTaLmen n/unm «bapabaHHbIMU Nanoukammy», €Cim HeT 3HaYNMbIX
BHELLHeCpeaoBbIX UK NeKapCTBEHHbIX BO3AENCTBUIN 1 MPU3HaKOB CUCTEMHOIO 3ab601eBaHNst COeAIMHUTENbHON
TKaHW.

TunnuHbin KT-nattepH OUMM BktoyaeT 6a3anbHO-KOPTUKaNsHOE 1 cybnneBpasnsHoe npeobnagaHue,
[BYCTOPOHHWE PETUKYNSIPHbIE UBMEHEHWS, «COTOBOE Nerkoe» U/nnu nepudepnyeckme TpakLMOHHbIe
BPOHX03KTa3bl; «MaTOBOE CTEKIIO» MOXET NPUCYTCTBOBATb, HO HE [IOMKHO NpeobnafaTs Hag ApyrvMK
N3MEHEHUAMN.

KnuHnyeckasa appekTnBHOCTL Npu NIO gokasaHa ong HUHTeaHuba n nupdeHnaoHa; neyeHne samennset
CHWxeHne ®XEST 1 yMeHbLIaeT pUck 060CTPEHUIN 1 NeTanbHOro ncxoaa. MNpoaonkMTenbHOCTb Tepanum 3apaHee
He ornpefeneHa.

MoHoTepanusa N'KC He pekoMeHOyeTCs; LMTOCTaTMKM Kak B BUAE MOHOTEpanuu, Tak 1 B KomMbuHauum ¢ N'KC,
MOHOTepanua aLeTUNLUCTEMHOM B PYTUHHOM NOPSAAKe 1 KOMBUMHaLMSA aLeTUILMCTenHa, a3aT1onpuHa u
npeaHU30noHa He pekoMeHayTCa Ang nedeHusa U®. AM6puseHTaH, 603eHTaH, MaLMTeHTaH, cunaeHapun n
BapdapuH He pekoMeHayoTca angd neveHuns UNo.

[OnutenbHas kKucnopogoTepanusa nokasaHa npun SpO2 meHee 88% B Nokoe Ha KOMHaTHOM BO3[yXe; ee NPoBOAAT He
MeHee 15-17 4acoB B CYTKM, BK/TIOYa HOYHOW COH.

MporpeccuposaHue oLeHmBatoT no ®XE/T v DLCO kaxable 3-6 mecaueB: cHkeHne OXESTHa 10% nnm DLCO Ha
15% 3a 12 MecALeB Npu OTCYTCTBUM APYTUX MPUYMH CIYXUT MapKePOM NPOrpeccupoBaHns U HebnaronpusTHOro
NpPOrHo3a.

OunarHocTuka

1. CO6paTb aHaMHe3 npreMa NekapCTBeHHbIX NpenapaToB 1 BO3JeNCTBUSA q)aKTOpOB Opr>KaPOLLI.el7I cpenbl A0OMa, Ha
pa60qu MeCTe 1 B Opyrnx MecCTtax, YaCTo nocellaeMblxX NauneHTOM, And NCKNIYeHUA NOTEeHUManbHbIX NMPUYnH
N3n.

2.TpoBecT OCMOTP 1 ayCKyMbTaLMiO: OLEHUTb ANCTanbHble panaHr  HorTesble NacTUHbI, BbISBUTb
ABYCTOPOHHIOK 6a3arbHYI0 MHCIMPATOPHYIO KpenuTaumio (oLeHKa ANCTanbHbIX GanaHr v HOrTeBbIX MNacTUH —
YYPC, YOO 5; ayckynbTtauma — YYP B, YOO 2).

3. N5 OLLeHKM OAbILLKM MPY MOBCEAHEBHbBIX U3NYECKMX Harpy3Kax MCnonb30oBaTh Wwkany mMMRC; Ang oueHKu
TAXECTU M NporHo3a NI1® — wkany GAP (YYP C, YOO 4 ana o6ewx wkan).

4. NickniounTb N3J1, cBA3aHHbIE C CUCTEMHbBIMKW 3a60/1E€BAHNSAMM COEANHUTENBHOW TKaHW: onpenentb COJ, CPB, AHA
MEeTOLOM MMMYHOdNIOOPECLLEHLMW, PO, aHTUTeNa K Sm-aHTureHy 1 aHTu-CCP (YYP C, YOO 5). Mpu
COOTBETCTBYIOLMX CUMNTOMAX PacLUMPUTL CEPONOrnyeckoe obcnenoBaHue.

5. BbinonHuTL BPKT opraHoB rpyAHOM KNETKM C TOHKUMK Cpe3amu He 6onee 1 MM, BbICOKMM MPOCTPaHCTBEHHbIM
paspeLlleHneM 1 CKaH1pOoBaHWeM Ha rny6okom saoxe (YYP C, YOO 5). Mpy COMHUTENbHOM KapTuHe
[OMONMHUTENBbHO UCMOMb30BaTh MOMOXEHNE Ha XMBOTE M aKCNnpaTopHYyto KT.

6. Mpu TnnyHoM KT-naTTepHe OUIM 1 COOTBETCTBYIOLLEN KITMHUYECKOW KapTUHE buoncus nerkoro v BAI ang
noateepxaerHus U1® He pekoMeHaytoTcA. [py BEPOATHOM, COMHUTENBHOM NaTTEPHE UMW KapTUHE
anbTepPHaTMBHOMO AMarHo3a PeKOMeHOyeTCa XMpypruyeckas 6Moncus nerkoro 1 LMTonorndeckun aHanna bAJ
ans anddepeHumansHon anarHocTvku (YYP C, YOO 5).
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7. OUEHUTb QYHKLMIO NErkmx: BbIMONHUTbL NCCNEeA0BaHNE AblXaTeNbHbIX 06beMOoB 1 NOTOKOB, DLCO v 6-MUHYTHbIN
TecT xoab6sl (YYPC, YOA5).

8. PerynspHo BbIMONHATL MyIbCOKCUMETPUIO B MOKOE M NMPY GU3NYECKON Harpy3ke Ans BbiBNEHNS AecaTypaumm
(YYPC,vO0O5).

9. MNpoBecTu MHOoronpoounbHoe 06CyxaeHue Ana noareepxaeHua anarHo3a N1® n obCcyxaeHUa TakTUKU neveHns
(YyPC,vO05).

INeueHue

« HazHaunTb aHTUOUBPOTUUYECKYIO TEpanmIo HUHTEOAHNBOM UM MMPGEHUIOHOM BCeM naumeHTam ¢ U® (YYP B,
yoan).

« Myt KNMHUYECKM 3HAUMMOM "'OP HasHauaTb MHMMBUTOP NPOTOHHOM noMmnbl (YYP C, YOO 5). Mpu neyeHnn
NMPOEHUAOHOM HE MCMONb30BaTb OMENPAa30/T; APYrne UHIMBUTOPbI MPOTOHHOW MOMIMbl MOMYT MPUMEHSTLCA
OAHOBPEMEHHO.

Mpwn SpO2 MeHee 88% B nokoe Ha KOMHATHOM BO3[YyXe Ha3HauUTb ANMUTENbHYIO KNCTOPOAOTEPanuio;
NMPOAOMKNTENBHOCTb AOMKHA COCTaBNATb HEe MeHee 15-17 4acoB B CYTKM, BK/TKOYAsd COH (YYPC,YOO5).

MpOBOANTL NErOYHYIO peabunuTaLmio C a3pOBHbLIMU TPEHMPOBKaMW CKENETHOW U AblXaTebHOW MYCKYnaTypbl,
06yueHMeM NaLMeHTa, KOPPEKLMEN MUTAHUA 1 NCUXONornyeckomn noMollbio (YYP B, YOO 2).

HBJ1 ¢ nonoxuTensHbIM AaBnieHeM Ha BOOXE UCMOMb30BaTh NPV rMnepKanHmu BO BpeMA CTaLMOHAPHOW Nero4YHoN
peabunnTaLLmM 1 NPY OCTPOK AblXaTeNbHOWM HEAOCTAaTOYHOCTH Ha hoHe o6ocTpeHns UM (YYP C, YOO 5). BN
B0NbWMHCTBY NaLMEHTOB HE NPOBOANTb, KPOME CryYaeB, KOraa nnaHupyeTcsa TpaHcnnaHTaumns nerkmx.

IMpW XPOHMYECKOM Kallne, peppakTepHOM K CTaHOAapTHOW Tepanuu U HapyLuatoLLeM NOBCEAHEBHYIO aKTUBHOCTb,
npv HeaPHEKTUBHOCTU APYTrMX METOAOB PEKOMEHAYETCA Ha3HauYeHNe ONMOMAHbBIX aHaNbreTKOB B paMKax
nanMaTMBHOM NOMOLLUM; 3PDEKTUBHOCTL M MOBOYUHbIE 3D dEKThI OLLeHMBaTL Yepes 1 Hedenio, 3aTeM eXeMeCayHo
(YYPC,vO05).

Mpw KNUHUYECKN 3HaUNMMOM ["OP, He KOHTPOIMPYEMOM MEOVKAMEHTO3HOW Tepanuen, 1 06beKTUBHOM
NOATBEPXOEHUN TAXENOro KUCMOro pediokca pekoMeHayeTca GyHaonImKauma. Takxe pekoMeHaoBaHa
MOAMMKALMS 06pa3a XM3HU: MPUEM MarbiX MOPLMIA MWLM U MOABEM FOMIOBHOIO KOHLa kposaTu (YYP C, YOO 5).

TpaHcnnaHTaums nerknx nokasaHa npu natrepHe OUINM 1 xoTs 661 04HOM M3 Npu3HakoB: DLCO MeHee 40%
LOMXHOro, cHuxeHue OXES Ha 10% 1 6onee 3a 6 MecsaueB, nageHne SpO2 Huxe 88% BO BpemMs 6-MUHYTHOM
xofb6bl UMW «COTOBOE Nerkoe» 6onee 2 6annos Mo Lkane Guéposa (YYP C, YOO 4).

Korpa HanpaBuTb M Kak HabnogaTb
« MNnaHoBoe BefeHMe 06bIYHO MPOBOASAT aMbyNaTOPHO B YCNOBUAX MEPBUYHOM CMEeLMann3MpoBaHHON MeONLIMHCKON
MOMOLLW; 419 NOATBEPXAEHUA OMarHO3a 1 XMPYPrudeckor b1orncum HyxxHa rninaHoBas roCnmMTanm3aLms.

» OKCTPEHHO rocnmuTannanpoBaTb Npu o6ocTpeHun IO ¢ HapacTaHWeM OAbILLKM 1 yXyOWEHUEM OKCUreHaumu, a
Takxe npu TOMA nnm oCTpor MHPEKLMM HUKHUX OblXaTeNbHbIX My Tew.

« [py nopo3perHun Ha IO HanpasnAaTe Ha MHOrONPOGUIEHOE 0BCYXAEeHWE C y4acTUeM MynbMOHOMOra,
PeHTreHonora v naTonoroaHaToMa; Npu HEOH6XoANMOCTH MOAKNOYATL PEBMATONOra, NpodraTosnora u reHeTuka.

« PaccMaTpuBaTh HanpaBneHue Ha TpaHcnnaHTaumuo nerkux npy natrepHe OUNM n cHmxerun DLCO meHee 40%
pormnxHoro, ®KEJ1Ha 10% n 6onee 3a 6 MecsLeB, SpO2 HMxe 88% Ha 6-MUHYTHOW XOAbbe 1N HanuumMm «COTOBOIO
nerkoro» 6onee 2 6asnnos.

+ BbInmcka BO3MOXHa Nocne CTabunmnsaLmm COCTOSIHWA U MpK caTypaLmm He Huke 93% B MOKoe Ha KOMHATHOM
BO3AYyXe UNn Ha GOoHe KMCNopodoTepanmu.

YacTtbie BOMNPOChHI

Korpa cnenyeT 3anofo3pvTb aMONaTUYECKUiA NeroYHbiv puépos?

Y nauneHTa, 06bl4HO cTapLle 60 neT, C HeOBbACHMMOW OAbILLKOW MPKY Harpy3ke, KaLinem 1 6asansHon AByCTOPOHHEN
KpenuTaumen, 0CoObeHHO Npw OTCYTCTBUM NNEKAPCTBEHHbIX, BHELUHECPEAO0BbIX M CUCTEMHbIX a8y TOUMMYHHbIX MPUYKH.

HyxHa nun 6uoncus npu TunnyHon KT-kaptrHe OUM?
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HerT, ecnu kKnnHnyeckune gaHHble cooTeeTCTBYIOT UI1®: npn TunnyHoM KT-nattepHe OUM 6uoncusa nerkoro v BAJT ans
NoaTBEPXOEHWS AMarHo3a He pekoMeHayTCs. MNpr BEPOATHOW, COMHUTENLbHOM OUIM unn anbTepHaTUBHOW KapTUHE
pekoMeHayeTCsa Xupyprudeckasa éuorncus, a BAJTncnone3yoT Ana anddepeHumanbsHOM AMarHOCTUKK.

Kakne npenapaTbl ABASOTCA OCHOBHbIMW Npu UI1D?

HWHTenaHn6 1 NMPdEHNOOH — eANHCTBEHHbIe NpenapaThl, A9 KOTOPbIX B TEKCTE YKa3aHa foKa3aHHas KNnMHU4Yeckas
30 PEKTUBHOCTb; X Ha3HayatT BCeM nauyeHTam ¢ U0 (YYPB,yOO1). [1031poBKM M ANNTENBHOCTbL Tepanuu B
pekoMeHaaLmMn He NpUBeAeHb!.

Mpwv Kakou caTypaumm HyXKHa KucrnopogoTepanusa?
[OnutenbHas kucnopogoTepanusa nokasaHa npn SpO2 MeHee 88% B nokoe Ha KOMHATHOM Bo3ayxe. [Npu gecaTypaumm

Huxe 88% BO BpeMs 6-MUHYTHOM XO4b6bl 3TO TaKXe y4MTbIBAKOT MPU OLLeHKE NOTPEBHOCTH B KUCNOPOAE M MOKa3aHuM
K TPaHCNNaHTaumm.

Kak koHTponupoBaTb nporpeccuposaHue UP?

®XET 1 DLCO namepstoT kaxable 3-6 mecsLes, a SpO2 oLeHMBaIOT B MOKOe U Npw Harpy3ke. CHuxeHne ®XES Ha 10%
nnn DLCO Ha 15% 3a 12 MecALeB npu OTCYTCTBUM APYrUX NPUYMH YKa3bIBaET Ha MPOrpeccupoBaHme 1 601ee BbICOKMM
PWCK NeTanbHOro MCXo4a.

BbIXuMKa caenaHa no TeKCTY pekoMeHAauUmmn U He 3aMeHsieT ero. MonHbI oduLmanbHbIi TEKCT, KanbKynsaTopbl 1 COKpaLLEHHasa BEpCHs:
https://lukonaceyeHoBa.pd/cr/677-idiopaticheskij-legochnyj-fibroz. OduumanbHbIM UICTOYHWK: https://cr.minzdrav.gov.ru/preview-cr/677_1
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