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OnpeneneHue

NanonaTtnyeckmn nerovyHoin ¢pubpos (UJ10)

» XPOHMYECKOE nporpeccupytollee hdnbposHoe
MHTEPCTULNANbHOE 3aboneBaHme NErkmx, XxapakTepusytoLleecs
HaKoneHneM pybLoBou TKaHW U, cneaoBaTesibHO, YTOMWEHNEM
HOpPMasibHbIX CTEHOK NIErKOro, YTo NMpMBOAUT K HapPYLLEHUIO
ra3006MeHa M OrpaHUYEHHON BEHTUNSALMMN, @ TaK)KE HANIMYNEM
rMCTOIOrMYECKOro U / NN PEHTIEHONIONMYECKOro NaTTePHa
0ObIYHON MHTEPCTULMANIbHOWU MHEBMOHUA



Kon MKbB -10

MKB - 10
Kop, HasBaHue
1841 [pyrve nHTepcTMUmanbHble neroyHble 60ae3Hu C

ynomuHaHnem o pubpose
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coctaBnseTt oT 20% no 50% Bcex cnyvyaeB
MHTepCcTULManbHbiX 3abonesaHnmn nerknx (U311)

npeacrasnser cobon Hambosnee YacTyro U THKENYLO U3
nanoNaTUYECKNX MHTEePCTULIMAJIbHbIX MHEBMOHUM,
rpynny U3J1 Hen3BeCTHOM 3THOJIOrUmn

cuMTaeTcs peakuMm 3abonesaHueM (BCTpevyaeTcs MeHee
yeMm B 5 cnyyasx Ha 10 000 yenoBeko-neT)

cpeaHAA NPoOAO/HKUTENbHOCTb XXU3HU Y NAaLlMEHTOB, He
nosiyyarowmx aHtTumbpoTnyeckyro Tepanuio,
COCTaB/IfieT Bcero 3-4 roga

okos10 20% noaeu ¢ 3TuMm 3aboneBaHneM BbDKMBAIOT B
TeyeHue 5 ner
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TeueHune 3a6oneBaHnA AN OTAENBHOIO NaLMEHTa B HacTosllje
BpeMsl npeAcKa3aTb HEBO3MOXXHO

HO AaHHble U3 KJIMHUYECKUX UCNbITaHUMU NoJiIe3Hbl ANns
XapaKTepucTukm nporpeccuposaHmsa U®J1 Ha ypoBHe nonynsumm

fiBnsietca 3a6oneBaHneM HeM3BECTHOMN 3TUOJIONMU, YTO Aenaer
pa3pa6boTKy 3h(peKTUBHbLIX SIeKapCTBEHHbIX NpenapaToB C/I0XHOU
3ajavuen

JInwib oko0s10 60% naumeHToB ¢ UDJ1 nonyyaroT HUHTEeaAaHU6 nn
nupcdpeHnaoH (AaHHbie n3 EBponbl n CLUA

Mepuoa oTHOCUTENLHOM CTabnNbLHOCTU B (POPCUPOBAHHOM
»u3HeHHoU emkoctu (FVC) He o3HauaerT, 4To FVC ocTtaHeTcs
cTabunbHou B 6amxanwuem 6yayuwiem

Mo Mepe nporpeccupoBaHus 3aboneBaHnsa pyHKLUMNA NEerkux
CHMXKAETCS, YTO CONMPOBOXKAAETCH YCU/IEHNEM OAbILIKN U
(pYHKLMOHANbHbIX BO3MOXXHOCTEN U YXYALLEHUEM KauecTBa XXU3HU

O6ocTpeHna UDJ1 (yxyaweHue AbiXaHUA C NPU3HAKaMU HOBOIO
ABYCTOPOHHEro NOMyTHEHMS WU NMPU3HaKaMU MAaTOYHOIo CTeK/ia
npu npoBeaeHuun KT) MoryT npoucxoauTtb B ntoboe BpeMs B
TeueHue 3aboseBaHMA M NPUBOAAT K BbICOKMM NOKa3aTesiIaM
CMEepPTHOCTH

BonblWKNHCTBO NauneHTos ¢ UDJ1 ymupaloT ot o6oCcTpeHnn nnu
AbIXaTeJIbHOU HeAOCTaTOYHOCTHU
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bonbHou UDJ1, KTO OH?

Passutne U®DJ1 moxxeT 6biTb BbI3BaHO C/I0XKHbIM B3aMMOAENCTBUEM MeXAY
ereHeTUYeCKoOn NnpeapacnoIoXKEeHHOCTbIO,

ochakTOpaMM OKpPYIKaoOLLUEN Cpeabl,

eHaNIMuYMeM ratpoasodareasbHOro pedrsirokca

*U NIeroyHon nHoexkumeun
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lNoTeHunanbHbie (paKTOPbI pPUCKA l’l.ﬂdﬁ“*"é

KypeHnue (bonee 20 nauka\ner)

BHellHecpeaoBbie MHrangUunoOHHbIE
BO3,CI,€I\/JICTBMFI, HE CBA3adHHbIE C KYPEHUEM

BupycHas nHdekuns

[acTpo-330dareanbHbi pedntoke

CemenHbIN hnbpo3 nerkmnx

[eHeTn4yeckne akTopsl
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VIRUSES

SMOKING

FAMILY GENES
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HEART BURN (REF LVX)



DaKTOpPbl pUCKa pa3BUTUA UANOMATUYECKOIO
nero4yHoro combposa

1. Bo3pact u non
=CpeaHM BO3pacT naumeHTa 65 nert
zCTrapeHue AAB/ISeTCa OCHOBHbIM (pakTOpoM pucka NDJI1:

eAHOMaJIbHblE KOPOTKME TenoMepbl Habnoaanmcb B anibBEONSIPHOM 3MUTENNN
naymeHToB ¢ ADJT

eMyTaLnK Tenomepasbl ((PepMeHT, KOTOPbIN NOAAEPXXUBAET AJIMHY TEIoMep)
6bln 06Hapy>XeHbl NPU ceMeMHOM aHaMHe3e ND]JT

eCTtapeHune apheKTUBHO HE NPUBOAUT K CBOpavmBaHuto 6enka B ER 40

*MATO/IOMMYECKOE HAKOM/IEHNE Pa3BEPHYTOro 6eska YBENIMUMBAET CTPECC U
anonTos.

eCTapeHune oKucnseT 6enkun, Takme Kak rinyTaTuoH, U MoanuumpyeT @yHKLUMIO
Me3eHXMMalbHbIX CTBOJIOBLIX KNETOK, YTO NMPUBOAUT K HapyLUEHUSM
pereHepaunmn anbBeOsISIPHOro anNuUTenus

zYacToTa U pacnpocTtpaHeHHOCTb ADJ] Bbille Y MY)XUYUH, YEM Y
YXEHLUMH

oT 1,6:1

po 2:1 %&
~HO Y YKEHLMH NPOrHO3 JlyyLue A


https://translate.googleusercontent.com/translate_c?depth=1&hl=ru&rurl=translate.google.ru&sl=en&sp=nmt4&tl=ru&u=https://www.e-trd.org/DOIx.php?id=10.4046/trd.2018.0091&usg=ALkJrhgKD6sLXL8MMkMLnuaY7QDrB0Sy4A#B40

DaKTOpbl PUCKa pa3BUTUSA
navornaTuyeckoro seroyHoro cpmbposa

BrnonHe BepoATHO, 4YTO UDJT y My>XXUMH BCTpedaeTcs valle, NoTOMY YTO OHU
MMEIOT BbICOKM YPOBEHb KYPEHMS M 3aHUMAIOTCS NMPodeccusiMmn, KOTopble
NoABEpPraloT X BO3AEUCTBUIO BAbIXAEMbIX BELLECTB

2. konornyeckun daxkrop
= KypeHue
e puck N®J1 ysennumaeTtcs ¢ bonee yem 20 naykamum feT KypeHus

* puck UDJ1 n3-3a KypeHUs BbICOKMN Kak CEMENHOWN, TaK U CNOpPaanYECKOM
NDJI

e puck IPF coxpaHsieTcs nocne npekpalleHns KypeHusi, o0CobeHHO y B3pOC/bIX
B Bo3pacte ot 60 ao 70 net

= [lpyrue BpegHblie BO34eACTBUA: JOMALUHNA CKOT, pEBECHAs U
MEeTaI/IMyeckas MNblsib, KAMEHHbIE N AN3E/bHbIE YaCTULLbI

* y naumeHToB C IPF, noaBepriumMxcsa BO3AENCTBUIO MbIN, AUMArHOCTUPYETCS

IPF B 60n1€e paHHeM Bo3pacTe
-



DaKTOpbl PUCKa pa3BUTUSA
navornaTuyeckoro seroyHoro cpmbposa

3. Apyruve 3aboneBaHun

IPF cBsizaH Cc aopyruMm 3aboneBaHnssMu:

R & &8 &8 & & & &

pedntokc-330harur,

caxapHbiX amaberT,

Tyb6epkynes nerkux,
HeTybepkyne3Hble 3abonesaHus,
6onesHun cepaua,

PaK JIErkux,

XObJ

npeanoXxeHa CBsA3b C BUPYCHbIMU 3a60s1eBaHMAMM
(repnecBupycamm (Bupyc nwtenHa-bapp, UMB yacto
ob6Hapy)xuBanucb B nero4yHoun npu IPF, o6Hapy)xeHue aHTUTEN K
BUpycy renatuta CB CbIBOPOTKE KPOBM 4acTo o6bHapy)xuBaeTtcs)

4. CeMelHbIN NneroyHbii ¢mbpo3 u reHeTnueckas
npeapanosioXXKeHHOCTb




CoBpeMeHHbIe BONnpocChbl naToreHesa

B ocHoBe UDJ1 nexxuTt paspactaHue coeAnHUTENIbHOU TKaHu

MepsBon koHUenuuen natoreHesa UJ1® 6bina KoHLEeNnuUs BocnaseHus

a/IbBeoJIAPHOM CTEHKMH, Beayllero K npoaykuun dmbporeHHbIx
MeaAMnaTopoBs.

OpHako npuMeHeHune CTeEpoUAHbLIX NPOTUBOBOCNAJIMTENIbHDbIX

npenapaToB He [aJ10 XeJlaeMbIX pe3y/ibTaToB U NPUBOANIIO TOJIbKO
K nporpeccMpoBaHuio 3aboneBaHus.

lNocTreneHHO KOHUeNnuMs NOBPEXAEHNA a/ibBEOJIAPHOIo anuUTenus
BblJINJ1aCb B TEOPUIO O 3-CTaAMUHOM pa3BuTtun W10

3abonesaHne BbI3BaHO CTOMKUM MUKPO-noBpexaeHnem

dJ/1IbBE€OJIAPHOro anutesingd B CO4€TaHUN C NaTo/IOrM4eCKMMm
npoueccoMm BOCCTaHOBJIEHUA

Mpoao/mkaroLwascs 3aMeHa a/ibBeoJIIPHON TKaHU Ha Pubpo3HbIe
MOpPa)XXeHUs UCKAXKaAET CTPYKTYPY JIerkux, Yto NpMBOAUT K

YyMEeHbLUEeHUI0 06beMa Nerkux, HapyLieH1Io rasoobmeHa u, B
KOHEYHOM MTOore, K CMepTH



3-X cTagunHoe pa3sutue W1

CTaguA aKTMRALIMM CTaguA npegucnozum

CraguA paseuTua

|. PELIMOMBNPYIOLLNE 3KONOTWHECKME
(paKTOpPLI NPUBOAAT K'Y CKOPEHHOMY

NENeHno anseeonounToe |l Tuna

Y TEHETUHECKN NPEAPACTONOMEHHbIX
nay

|l. MATONOrMYECKWE NAMEHEHNA
TIETOYHOMD 3MUTENHA, (PUZNONOTHYEeC-
KOE CTApeHWE KNETOK, AKTHBALWA
mBpo6naCcTOR

IIl. Oucpcpeperumnpoeka pubpoGnacTos
B MWOCPUEPOGNACTEI NPUBOAUT
K PEMOAENUPOBAHKMID TKAHW NErKOTo

HopmaneHeii GpoOHX0ANLEEONAPHLIA INNTENHA |«

!

CTpecc anAONAa3MATHYEEKOTD

PETHEY MyMa
PasgepHyToid GRNKOBLIA OTBET

Anonroz

}

Pemnukavns,
YEOQO4EHHE TRNOMED

YCounenyoe
D6HOBNEHHE

(Benxa)
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KPHTHHECKH YKOPOYEHHBIE TENOMEDEI

C.

O

<

AKTMBMPOBAHHEIA DUEPOGNACT,

AuthepeHIMPOBKE MWMOMBPOGEN ACTOR

O NeRkoUAT Bl
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OenoHUpoBaHMe NATONOMMYECKOrD MATPHKCA

POGFa — TpomGounTapHed drakTop pocTa, Nurang 2; avEé — wnterpud avRE; Wnts —'Wnt-nurange; TaFE — Tpanccoprmpy owmi pocToBoR daktop B




lMaToreHes
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Epithelial Cell
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Normal Membrane

Tgpe 1 Alveolar
pithelial Cell

Ciliated Secretory
Cell Cell

e .
HR%R‘R\”RE"!\' o

CITLITE

e S . _Mucus . Reprogrammed
_— /. & e " Type 2Cell

- /.T -~ - - . 2 .

L Fepy

-—. —7k777<_ e —
e

Smooth
Muscle
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MaToreHes U3J1

TIOBPEMAEHME / INJURY TABAYHbIA AbIM / XHMHYECKHE BELLECTBA / TACTPOI300ATEAIbHBIA PEGTIOKC / BHPYChl u ap. /
TOBACCO SMOKE / CHEMICALS | GASTROESOPHAGEAL REFLUX DISEASE { VIRUSES etc.

AKTWBALIAA / ACTIVATION
JWCBATIAHC /DISBALANCE Mpodmbpaniecne meawatopei: CTGF, TiFB, PDGF, PXa, VEGE / Avmwgubpornuecime meawatope: PGE, IFN-y, HGF /
Profibrotic mediators: (TGF, TGFB, PDGE, FXa, VEGF Antifibratic mediators: PGEZ, IFN-y, HGF
TENARA / ENDOTHELILM
% IEP{TZOHIUEAI: INUTERKANLHO-MESEHXUMANbHAR TPAHSHLKA, TPAHCARGHEPEHUMPOBKS, NPORNSEPILAS, an0omTo3 /
OUEPOENACTL / FIZR0R ASTS Epithetial-mesenchymal transition, transdifferentiation, profiferation, apoptosis
OUBPO3 / FIBROSIS

Puc. 1. Cxema namozeneza uduonamuvecko2o aeeouroco pubposa. CTGF — ghaxmop pocma coedunumenviion mxanu, TGFB — mparcopmupyrowui raxmop
pocma B, PDGF — (haxmop pocma mpombowumoe, FXa — axmusuposannwi X gpaxmop ceepmuisanus kposu, VEGF — ghaxmop pocma sudomeaun cocydos,
PGE 2 — npocmacaandun £2, IFNy — unmepghpepon y, HGF — ghakmop pocma zenamouumos (adanmupoeano uz: T.M. Maher. Idiopathic pulmonary fibrosis:
pathobiology of novel approaches to treatment. Clin Chest Med 2012;33(1):69-83[7])



IInarHoCTuka



Koraa Hy»XHO Y.

5 DRY CcOUGH
3anopo3puTb UDJIn  Teemess ) oy .
HanpaBuUTb Ha R-nerkux N MON =S
N T S WEAKNESS

v vyyvyy

v Yy

WEIGHT LOSS / | /"r
, .

| BREATHLESSNESS
b4
BO3pacT cTtapiue 45 ner
NOCTOSIHHOE OoAbIlKa Npy PU3NUECKON Harpyske
NOCTOSAHHbIN Kaluenb

ABYCTOPOHHME MHCINUPATOPHbIE XPUMbl NPU NPOCNYLIUBaHUMN
rpyaAHOM KNEeTKMU

NManbubl «6apabaHHble NaNIOUYKN>»

HOpMaJZibHasA CMMMPOMETPUS WJIN HapyLUeHHasi CMTUMPOMETPHUSA, KaK
NnpaBwWJio, C OrPaHNUUTENIbHBIM PUCYHKOM, HO MHOTAA C
NpensiTCTBYIOLWMUM PUCYHKOM.

.



IAnarHocTuka

XXanobbl, aHaMHe3:
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NOCTEMNEHHO HAapacTaloLWAs NPEUMYLLIECTBEHHO MHCMMPATOPHas OAbILLKA,
MMeloLLaa TEHAEHLUMIO K HapaCTaHMIO, COMPOBOX/AAOLLIASCS OLLYLLEHWNEM
HEMOJIHOTbI BAOXA

ONVTENBbHBbIN HENPOAYKTUBHBIW KalleNb, HE MEHAIOLWMNCSA MO BIUSHUEM
MYKOJIUTUKOB U MYKOPErynsiTopoB

CHW)XEHUE TONIEPAHTHOCTU K (PM3MUYECKNM Harpy3kaMm

Kallesb 1 oAbllluKa, HEU3MEHHO YXYALLIATCS N0 Mepe NporpeccupoBaHuns
3ab60/1eBaHunS

Kallesib SBSETCS HE3aBUCMMbIM MPEeaNKTOPOM NPOrpeccupoBaHns
3aboneBaHns (onpeaensercs Kak nporHo3npyemoe cHmxkeHne FVC =10%,
nporHo3npyemoe cHmxeHmne DLco =15%, TpaHcnnaHTauus erkoro nnam
CMEpPTb) B Te4YeHue cneayowmnx 6 MecsueB

YBenunyeHve TAKECTN OAbILKU TakXe ABNSeTcd NpeauKTOpPoOM CMEPTHOCTU

[lo Mepe nporpeccpoBaHus VI®J1 ycuneHne cUMNTOMOB 3aTPYAHSET
BbINO/IHEHME NALUMEHTaMM 3a4ad, TPEOYIOLINX AaXKE JIEFKON Harpy3ku



IAnarHocTuka

PusukanbHoe obcregoBaHue:
> CHWmKeHne macchl Tena
> W3MeHeHne HorTeBbix doanaHr B Buae «bapabaHHbix nanoyek» (50-90%)

> AycKynbTauug Nerkux: Kpenmrauuga B NPoOeKuMn HUXKHUX 4onen nerkux no
TMNy "Tpecka uennogaHa" nnm KoHeYHo-UHCNMpaTopHas Kpenutauus,
KOTOPYK CpaBHMBAIOT C 3aCTEXKOM MONHUEN (xpunbl «Velcro»)

Kpenutauusa npu AJ1® BeicnylunBaeTcs Ha BbICOTE BOOXa, T.€. B KOHEYHO-
MHCMMPAaTOPHbLIN Nepunoa.

Ha paHHuX cTagusix oHa HErpoMKas M BbICOKad Mo YacToTe, Ha NO3OHUX —
rpyoas




KnuHunyeckas KapTuHa

[lo Mepe  nporpeccMpoBaHuss  3abosieBaHug
NOSABNAOTCS NPU3HaKu nbixaTesbHOW
HEAOCTAaTOYHOCTWN U JIEFOYHOW TMMNEepPTEH3UN:

>ANdY3HbIN cepo-nenesbHbIv LMaHo3
»ycmnenuve II-ro ToHa Hag 1ero4Hon apTepuen
> axmkapang

»S3 ranon

>HabyxaHue LWEeNHbIX BEH

Mepudepruyeckme oTekm

OnucaHHaa KAMHMYECKass KapTWHa MOXeT Habnwpatbca U npu
pyrux and@ysHbix 3ab6oneBaHnSaxX ferknx, N No3ToMy KIIMHUYECKuX |
NPU3HAKOB HeQOCTaTOYHO ANS YCTaHOBeHns anarHo3a UJ1od




IAnarHocTuka

JlabopaTtopHble uccnenoBaHuN:

O6wmnn aHaNIn3 KpPoBM:

BTOPUYHbIN 3pPUTPOLINTO3,

NOBbILLEHNE YPOBHS reMornobmHa,

YMEPEHHbIN NENKOLIMTO3,

nosbileHne CO3 (npu passutumn oboctpeHns UJ10);

YV V VYV V

JIAI' — yMepeHHoe MoBbILLEHME Y YacTU NauueHTOB
P®, ANA -y < 20% naumeHTOB)

NccnenoBaHue ra3oB apTepuasibHOW KPOBMU — NMPU3HAKKN MMMOKCUK,
rMNOKCEMUU, TMNEPKAMNHUN;

Pro-BNP — noBbILLEHNE YPOBHS MPY Pa3BUTUN MPaABOXKENYA04KOBOM
HeAOCTAaTOYHOCTM B pe3ynbTaTte JIAl,

UccnepoBaHue MapkepoB BupycoB: CMV, EBV, repnesupychi.



InarHocTumka

UHCTpyMeHTaNIbHbIe
uccnenoBaHuNA:

O630pHan R-rpacpuma nerkux:

- anddy3Has MenkoceTyaTas (Menkosvencras) aedopmaums 1ero4Horo
PUCYHKA 3@ CYET MHTEPCTULMANIBHOIO KOMMNOHEHTA;

- [BYXCTOPOHHSASA NOKann3auus M3MeHEHUN C NpeEUMYLLECTBEHHbIM
Nopa>keHNEM KOPTUKalbHbIX OTAENO0B, Haa AnadparMon;

- YMeHbLLUeHne obbeMa flerknx ¢ BbICOKMM pacrnosioXKeHUEM Kynosa
avadparmbl 1 601ee ropn3oHTabHbIM PACMNONIOXEHNEM CEPAEUYHON TEHU;

- BO3MOXXHO paCLLUMPEHME KOPHEN NETKMUX 3@ CYET BbICOKOrO PacrnosioKeHus
Kyrnosna Anadparmbl, paclMpeHnNs KPYMNHbIX JIEFOYHbIX apTepUn Nnpu pa3BuTum
J1AT, HebonbLworo yBenuyeHnss 6poHXonyibMOHaIbHbIX TIMM@aTUYECKNX Y30B.



InarHoCcTuka

UHCTpyMeHTasibHble
nccnenoBaHUA:

o %
KT (KTBP): siBnseTcs 06s3aTenbHbIM METOAOM 06CIenoBaHns Ans BCex
NnauneHToB C npeanonaraemMoiM UJ10

MeToa no3BongeT 6onee To4HO, YeM Npu R-rpadumm, oLEHUTb XapaKkTep
N3MEHEHNWN NTEro4HON TKaHW, K BblIbpaTb MecTo asa buoncum npu ee
HeobxoaumocTn KT-aHrnorpadpus nerkmx ¢ otobpaxxeHmem
apTepuasibHOM U BeHO3HOM (pa3bl

KT-kaptuHa nerkux npmv UWI®: npu R-rpadum n KT nerkux otpaxarorcs
Mopdoiormyeckme n3MeHeHus B JIErkuUx, KoTopble onpeaenstoTcsa Kak obblvHas
NHTepcTnumanbHas nHeBMoHus (OUIMT). Hanbonbluee anarHOCTUYECKoe
3Ha4YeHne MMeeT CoYeTaHne OCHOBHbIX MPU3HAKOB, CO3Aa0LLMX KTACCUYECKYIO
KTBP-kaptnHy WUJ1®



KTBP npusHaku OUIN

[AnarHo3 UJ1® asnaeTcs KIMHUYECKUM,

KTBP oTpaxatoTcsi MOpdonornyeckue
N3MEHEHUS B JIErKUX, KOTOPbIE
onpenenstoTcs kak OUI.

¢ Haubonbliee AnarHOCTUYECKOE 3HAYEHNE
MMeeT coyeTaHne OCHOBHbIX MPU3HAKOB,
co3parowmx knaccmyeckyto KTBP kapTuHy
3abo0neBaHus

¢ [Mockonbky He Bce npusHakn OUIM moryT
ObITb OAMHAKOBO BbIPAXXEHbI Y |
KOHKPETHOro nauneHTa Ha AaHHOM 3Tarne |
TeyeHuns 3abosieBaHuns, 3a KtoUEHUe no
pe3ynbtataM KTBP HOCUT BEPOATHOCTHbIU

& G

XapakTep.

Kapruna OUN BoamoxHas kaptusa OUN MpuaHaku, npoTusopeyalue kaptuse OUN
Mpeobnapanue B 6asanbHbiX, KOpTUKanbHbiX  lpeobnapanue B 6asanbHbiX, KOPTUKANBHLIX lpeobnaganne CHMNTOMA «MaTOBOTO CTEKNa»
oTAenax Nerkux oTaenax nerkux
Auddysuble peTUKYNFPHLIE U3MEHEHUS Auddy3aHbie peTUKYNAPHbIE U3MEHEHUS YyacTku KoHconuaauuu
«CoToBOE» Nerkoe, ¢/ 6e3 TpakLMOHHbIX OtcyrcTeue NoOLIX NPU3HAKOB, NPOTUBOPE- OfuHOYHbIE ovarv
OpOHX03KTa30B YaluxX AaHHOI NaTONOrUK
OtcyrcTeue NioObIX NPU3HAKOB, NPOTUBO- Ouarogble AUCCEMUHALMUM

peyYaliux JaHHO| naTonorum
Mpeobnaganne U3MEeHEeHHUH B BEPXHUX U CPeiHUX oTAeNax
NepubpoHxoBackyNapHoe pacnpefeneHne N3MeHeHui
Bo3fylHble KMCThbI BHE KOPTUKaNbHbLIX OTAESNOB



Kareropun usmenenuii Ha KTBP-kapTtune u maromop@oJiornyeckoi KapTuHe OMONTATAa JIETKHX
B cpaBHeHuH ¢ o0pazuom OUII (Ha ocHoBe Me:xknyHapoaHbix pekoMenaanuii ATS/ERS/JRS/ALAT

2018)
Kareropuu
. Kpurepuun KTBP
U3MEHEeHU M
*pETUKYISPHBIC U3MEHECHU S,
OMII *IOMUHUPYET CyOIIeBpaabHas U 0a3zaibHas JOKaIU3aus

*KapTHHA €¥MEIOBBIX COT» ¢ OpPOHXO0IKTa3aMH/dKTa3HIMH OPOHXHOJ BCICACTBUE
pPACTSKEHMS UK 0€3 HUX

*PETUKYIISIPHBIE U3MEHEHUSI, JOMUHUPYET CyOIieBpalibHas U 6a3ajibHast JIOKAJIU3alUs
BepositHas OUII | eHanmure OpOHXOAKTA30B/3KTa3Uil OPOHXHMOJ BCIEACTBUE PACTXKEHUS
*BO3MOKHO HaJIMYKE CJIa00 BHIPAKEHHBIX U3MEHEHHM 10 TUITY €MAaTOBOI'O CTEKJIa»

HE JaeT *IOMUHUPYET CyOIUIeBpaibHas U 0azaibHas JOKaIu3aIus

OMPEJEICHHOTO | *€/lBa 3aMETHBIE PETUKYIIAPHbIC U3MEHEHHU S, BOBMOXKHO HAJIMYHE CJ1a00 BRIPAKEHHBIX
OTBETA M3MEHEHUH IO TUITY «MaToBOro crekia» u aehopmanuu 6ponxos ("pannss OUIT")
OTHOCHUTENIHHO XapaKkTep U pacnpeeieHue N3MEHEHUI HE YKa3bIBAIOT HAa OJHY 3THOJIOTHIO

OUII ("nefcTBUTENBHO HEONIPECICHHAs! KapTHHA')

*HAPYIIEHUS WA UX PACTIPEACICHUE TUITUYHBI JJIs1 IPYTUX UHTEPCTULINAIbHBIX
3a00JeBaHuM (KUCTHI, Y3€IKHU, KapTHHA MO3auKH, Y4aCTKU KOHCOJU AU, U3MEHEHHUS T10
TUILy €MaTOBOI'O CTEKJIA»,

*niepruOpoHXHUaIbHas JOKATU3AIMS,

*YBEJIMUEHHbIC TUM(]PATUUECKUE Y3IIbI,

*KUJIKOCTh B IJIEBPAJIbHOM MOJIOCTH/U3MEHEHU B TUIEBPE, MUIIEBOIE, peOpax,
U3MEHEHUS, TOMUHUPYIOIIUE B BEPXHUX W/UIU CPEAHUX JTOJISIX)

aJIbTepHATUBHBI
W quartHos




IAnarHocTuka

buoncus

(OTKpbITasl, BUAEOTOPAKOCKONUYeckast C MUHUMHBA3MBHbBIM OCTYMOM,
TpaHCTOpakKasibHas MyHKUMOHHAs, TpAaHCOPOHXManbHas MYHKLMOHHAS) NErKnX C
rMCTONOMMYECKUM UCCNIeA0BAHNEM TKAHWU NErkoro

Noka3zaHuA:

>Ha KT Bo3moxxHaga OUI
>Hannume KT-npmnsHakos, npoTmBopeyalmx kaptnHe OUII



KaTteropuu nameHeHmi Ha KTBP-kapTuHe n natomopcdonormyeckon kaprtuHe 6monrara
Nerknx B cpaBHeHum ¢ o6pasuom OUI (Ha ocHoBe MeXXAYHapOAHbIX peKOMeHAaLumn

ATS/ERS/JRS/ALAT 2018)

Kareropuu
—— IIatomopgdonornueckue KpuTepuu
*OJIM3KO PaCIOIOKEHHBIN, TUNIOTHBIN (PUOPO3 C HAPYIIIEHHEM apXUTEKTOHUKH (TO €CTh
JCCTPYKIIMOHHBIC PYOIIbI H/WIIM KapTHHA €MEIOBBIX COT>)
*M3MEHEHHS JIOKAJIN3YIOTCS TIIaBHBIM 00pa30M CYOIJIEBPAIbHO H/UIIHA BIAOIH
OUII MEXKI0JIBKOBBIX IIEPETOPOIAOK
*04aroBbiii (uodpo3
*[IPUCYTCTBYIOT PUOPOOIACTHUECKUE OUaru
*OTCYTCTBUE M3MEHEHMM, KOTOphIC ObI YKa3bIBaJIX HA JPYrOH JTHUAarHo3
*[IPUCYTCTBYIOT HEKOTOPBIE U3 BBIIIIEC MEPEUNCICHHBIX TUCTOJIOTUYECKUX MPU3HAKOB,
BEpOATHAsA OJTHAKO UX BBIPAXKEHHOCTh HE MO3BOJISIET MOCTABUTH TOUHBIN 1uarHo3 OUIT/NJID
OUII *OTCYTCTBUE U3MEHEHHH, YKA3bIBAIOIIMX HA APYIOW AUATHO3,
*WJIN YK€ MPUCYTCTBYET TOJBKO KAPTHUHA €MEIOBBIX COT>
HE JTacT *(rOpO3 ¢ HAPYIIICHUEM apXUTEKTOHUKHU MApEHXUMBI (K 0€3 YKa3aHHBIX HapYIIeHHI) ¢
ONPENEIICHHOIO | JOMUHHUPYIOIMMHA Npu3Hakamu Apyrux, He OUII, nsmenennit ninm npuznaku OUII,
OTBETA BTOPUYHOM 10 OTHOIIEHUIO K JPYroi MpUYHrHE (a)
OTHOCUTEIIBHO | *MMEIOTCS HEKOTOpbIe ructonorndeckue npusnaku OUIL HO ¢ mpru3Hakamy,
OUII YKa3bIBAIOIIUMH Ha IPyro Auarto3s (0)
*MUKPOCKOIIMYECKUE TIPU3HAKH, yKa3bIBatomue Ha apyryto NUII (Hamp., oTcyTcTBHUE
aJIFTEpHATUBHBI | (huOpoOIACTUUECKUX 0YAroB WK 3aBepIIeHHOro (rudpo3a) Bo Bcex OmonTarax
1 IMarHos THCTOJOTHYECKUE TIPU3HAKH, YKa3bIBAIOIINE HA APYTOi quarHo3 (Hamp. AA, THCTHONUTO3,

capkoni03, JIAM)

(A) I'panyiemMa, ruaJiIitHOBBLIC MeM6paHBI, HU3MCHCHUS BOKPYI 6pOHXI/IOJ'I, OpraHu3yromee BOCIAICHUE, UHTCPCTUIIUAIIBHO € BO CIIAJICHUEC 0e3
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IAnarHocTuka

O9xoKI c onpeaeneHueM PcplJlA

>BblsiBNeHne nosblllieHne PcpJlA 6onee 25 MM pT. CT.
CCnefoBaHNe NosocTen cepaua C Uesnbio BbisiBieHns npusHakos XJ1C

CnupomMmeTtpus
>cHKeHne OXEJ1< 80% OT AO/MKHbIX BEIMYUH

>CHMxXeHne OPB1, OOB1/PXKEJ1 (npn pa3BnTUM BblpaXXeHHOro pmnbpo3sa C
TPaKUMOHHBIMN BPOHX03KTa3MU)

>CHMxeHue OXXEJ1 >10% B TeueHue 6-12 MecsiueB — BbiCOKas
BEpPOATHOCTb cMmepTu npu U1

>uaMmepeHune OXXEJ1 —3¢pPpeKTUBHbIN MOHUTOPUHT TeueHua UO:
CHmXeHune okosio 150—200 mn B TeueHue 1 roga (3-5%)



IAnarHocTuka
NMMynbcokcuMeTpus
s 1porpeccupytowan gecatypauuns Kposu Hmxe 88%.

»lecaTypaums KNCAopoaoM BO BPEMS (PM3MUYECKON Harpy3ku (cHmkeHne> 10%
OT MCXOOHOro YPOBHS) CBSA3aHA CO 3HaYMNTESIbHO MOBbLILWEHHbLIM PUCKOM
CMEPTHOCTU

H10TpebHOCTb B AOMOMHUTEIBHOM KMCNOPOAE, CHavyana BO BpeMS (hman4eckom
Harpysku, a 3aTeM U B COCTOSIHUM MOKOS, ABNSAETCA MapKepoM
nporpeccupytoLiero 3abosesaHns y nauneHToB ¢ IPF n cnnbHbIM NpeauKTopoMm
CMEpPTHOCTU

Onddy3MoHHass CNOCO6HOCTDb lerkmux
>CHXXAETCS MO Mepe NporpeccMpoBaHns 3abosieBaHmnS
>CHmKeHne DLco> 15% B TeueHne 6—12 mecaueB NpUBOANUT K MOBbILLEHHOMY
PUCKOM CMEPTHOCTU

TecT ¢ 6-MuHYTHOMU Xoab6ou (6MWT):

>PacCcTosiHMe, NponaeHHoe npv nposeaeHnn 6MWT - MUMHUManbHas
KITMHUYECKN 3HaYMMasda pasHuua npy WIO — 22-27 M

»Sa02 < 88% npu npoBeaeHnn 6 MWT - [0OCTOBEPHbIA NPOrHOCTUYECKUM
dakTop npyn 1O

>COKpaLLEHME pPacCTosiHWS, NPOVAEHHOro BO BpeMS 6-MUHYTHOrO TECTa
xoAbbb1> 50 M B TeyeHue 24 Heaenb NpUBOAUT K TPEXKPATHOMY YBEANYEHUIO
CMEPTHOCTU B TEYEHWE C/IeAYIOLEro roaa



Covnrrossd, 00 BEETHENEI INHELS, SHEMERS, ILDLIEGURS Boanspesse xu JIT

Beposreocrs JIT" mo muimmie ax oxappsorpad s (vafia. §)

Bricoxasn win apoMeRy ToTHasR

ety G
RN NS LTINS

necOuTsercrane nedexros nepd yzmm
N BeETIIEDK?

Her

Beposrua XTDJIT: KIIKC (rafia. 10)
KT asreony smonorpadgss, cp JUIA >25 mm pr.cT.,
KITKC+ /- anmrsouyassonorpagus JAIA <15 mm pr.cT.,
JICC>3 en. Byn

—

Hacseacreensms cl Hamomamwsecskes Hmonamirecxas W HacaeacTeenuas
BOBJI/JIKT BOBI/JIKT JIAT JIAT




OnarHo3s UPJ1 yacTto oTKNnaabiBaeTcs u3-3a
HenpaBW/1IbHOIO AMarHo3a, npuyeM CMMNTOMbI 4YacToO
npunucbiBaroT 6osee pacnpocTrpaHeHHbIM COCTOSIHUSIM,
TakuM kak XOBbJ1, actma nnu cepaeydHbie 3aboneBaHus,
4yTO NPUBOAMUT K NO3AaHEMY obpalleHuo B
cneumasim3mpoBaHHbIe LLeHTPbI



Ocno)xxHeHUs M conyTCcTBYylowWMe 3abonesaHunn
npu W10

BTopuyHasa neroyHas aprtepuvanbHasa runepreH3sms (Hanbonee
yacTtoe ocnoxxHeHne WO (20-84%))

JleroyHasa apTepuanbHas runepTeH3nsa — nosbllleHne Pcp/IA= 25 MM
PT. CT. N0 AaHHbIM [A9XOKI nnu kaTeTepmsaumm npaBbiX KaMep cepaua —
Eplsl NCKIOYEHUN ApPYrMX NpuunH nosbiweHns Pcpf1A (TIJ1A, 3acTonHas

H

GopmupoBaHue JIAI npu UJ1O BeaeT K YCUNEHUIO OAbILLKN, CHUXXEHUIO
TONIEPAHTHOCTU K (PU3NYECKNM Harpy3kaM, MoBbILLEHNIO BEPOATHOCTU
NieTanbHOro ncxoaa

'PB - COMpOBOXAAETCA MUKPOACNMPALIMEN U PAaCCMaTPUBAETCA Kak
akTop, yxyawawwmumn TeyeHne Uod

Pak nerkoro — Bctpeyaetca npu UWI® B 3-12% cny4yaes

WO paccMaTpMBaAETCs Kak (haKTop puUCKa pasBUTMS paka JIErkoro 3a
CYET CXOAHbIX 3MUreHeTUYECKUX abeppaunin 1 NaTOreHETUYECKNX
MEXaHW3MOB Pa3BUTMW M NPOrpeccMpoBaHns (abeppaHTHOE «3aXXMBJIEHME
paHbl» rpun 0bonx 3aboneBaHnsIX), NONOXKNTENbHBIN 3D@EKT OT
NPUMEHEHUS TapreTHbIX 610NOrMUECKIX npenapaTos.

Pasnnunsa mexay HUMU: NPOTUBOOMYXO/IEBLIE NpenapaThl, y4yeBas
Tepanus, XMpypru4yeckme BMeLLaTeNnbCTBa yXyawatoT TedeHme UNo.



Ocno)XxHeHus1 u conyTCcTBYyloLMe 3aboneBaHus
npu W10

CunppomM CPFE - CombinedPulmonaryFibrosisasndEmphysema — cuHapom
coyeTaHune nerovyHoro dnbposa 6azanbHbIX CErMEHTOB NErknx ¢ sMu3emMomn
(ueHTpUNobynspHas, NnapacenTtansHas, bynnesHas), NpenMyLecTBEHHO
BEPXHUX OTAENOB.

BcTtpeuvaetca B 8-50% cnyyaes UJ1®, npenMyLLeCTBEHHO Y UL MY>XCKOIO
nosia ctaplue 65 neT, KYpuUnbLMKOB UM SKCKYPUNBbLLUNMKOB CO CTaXXEM KypeHUs
> 40 nayka/ner.

KnnHunyeckas ocobeHHOCTb cnHapoma CPFE — Bbipa)keHHas oAblllKa npu
HepeaKo HOpMasibHbIX CMMPOMETPUYECKUX MOKa3aTensax

OcnoxxHeHusa cuHapoma CPFE:
> JIAT (47%)
> Pak nerkoro (33%)

> He ucknovaetcs, uto cnHapom CPFE aBnseTcs He3aBUCMMBbIM (DAaKTOPOM
PUCKA Pa3BUTUA paKa JIerkoro

Hanunuue JIAT — n10XON NPOrHOCTUYECKUWN NPU3HAK:
> 5-neTHsas BbhXnBaemMocTtb y 6onbHoro WSO ¢ cuHapomom CPFE c J1AT- 25%,
> be3 JIAI — 75%.

> ®opMuposaHue JIAIC > 75 MM pT. cT. Yy 6onbHoro UW1® ¢ cnnapomom CPFE —
NpeanKTop NeTanbHOro Ncxoaa.



BAPUAHTbI TEMEHUA UNOD:
MEONEHHO NPOrpeccupyoLlee Te4YEHUe;
cTabunbHoOEe TeYeHUe;
BbICTPO NporpeccupyroLiee TeYeHNE;
obocTpeHue.

YV V VYV V

MPOMHO3:

v HebnaronpusaTHbIn BBUAY MPOrpeccupyollero Te4eHusa ¢ oatarnbHbIM
NCXOO0M.

v MegmnaHa BbPKMBAEMOCTU C MOMEHTA NOCTAaHOBKM AMarHo3a - 2-3 roga

v MepguaHa BbIXMBAEMOCTU NPU OTCYTCTBUU PECNNpPaTOPHbLIX CUMMTOMOB,
COXpPaHHOW NEro4HON PyHKUUN NPU HanmMuum xapaktepHboix KT-nameHeHUn — 6
ner

NMPEOUKTOPbLI BbICOKOIO PUCKA CMEPTU NPU NN
YCUIIEHMNE OAbILLKU;
cHmxeHne OXKEJT1 210% B TeyeHune 6-12 mec;
DLco< 40% pormk. Ann cHuxeHne B anHamuke =215%:
nosbieHne PO2(A-a) > 15 MM pT.CT;

v 6MWT: pecatypauma kucnopoaa < 88%, ymeHbLLUEHNE NMPONOEHHOIO
PacCTOSAHUSA, yBENMYEHNE AnNnuTenbHOCTN BoccTaHoBneHunst YCC;

v CpepgHee gasneHue B nerodHoun aptepum (PcpllA) > 25 MM pT. CT. B NOKOeE.

v
v
v
v



®deHOoTUNDbI

deHOTUN ABNSIETCS BHELUHNM NPOSABJ/IEHUEM reHa UJIN reHOB, MOXeT
BKJIIOYaTb 60s1ee OAHO CUCTEMbI OPraHOB U SIB/IIETCA ANHAMNYHDIM,
U3MEHSIOLWMMCA BO BpEeMEHU WK B OTBET Ha (paKTopbl OKpY>KaloLLen cpeabl

TeM He MeHee, B KJIMHUYECKUX YC/IOBUAX TEPMUH (heHOTUN onpeaensieTcs
KaK «efgUHUYHOEe UM KOM6MHauusa Nnpu3HaKkoB 3a60s1eBaHusA, KOTOpbIe
ONUCbIBAIOT pa3sinunga Mexxay 11oAbMU € 3abosieBaHneM, NOCKOJIbKY OHM
MMEIOT OTHOLUEHME K KJINMHUYECKWN 3HAYMMbIM pe3yJsibTaTaM>»

3TO onpeaeneHne Takke NoAHUMAaEeT BONMPOC 0 TOM, HACKOJIbKO
AONYyCTUMbI BapMauum BHYTPU Kaxxaoro peHOTUNA, Nnpexxae YeM ero Mo)XXHo
paccMaTpMBaTb KaK OTAEJIbHYH CYLHOCTb. 3TO Ba)XHO, MOTOMY UTO TakKue
pa3ninuna UMEeHT CyLleCTBEHHOE 3HauYeHue A/ NaLMeHTa U ero pesysbTaToB
WIN NS KJIMHULKUCTOB U UX BeAeHUs clyyas.

CyuwecTBYyI0oT yoeauTenbHble AOKa3aTeIbCTBa TOro, 4To MOryT 6bIThb
naeHTUpMUMpOBaHbI pa3sinyHblie peHoTUNbI IPF C pa3nnyHbiMu
rnoxkasaTtesiiMu nporpeccuposaHus 3abonesaHusi, B TOM Yncne:

1. 6bICTPO Nporpeccupyrowmm,

2. CEeMEMWHbLIN,

3. CouyetaHHas aMmcdusema n punbpos nerkmx,

4. NerovyHas runepTeH3mna u nposiBJIeHUsi C ayTOMMMYHHbIMU OCO6EHHOCTAMMU

HexoTopbie u3 3Tux (pbeHOTUNOB CBAI3aHbl C pa3iiuHbiMu 6MoMapkepamm




buomMmapkepbl (6en1ku U reHbl) cBfi3aHHbIe C

KOHKpPEeTHbIMU (PbeHOoTUNaMM
deHOoTHUN - BUOMapKepbI:

1. BbICTPO NPOrpecCcCUBHbLIN:
. TLRY,
« CCL18
« AHTMTena nportus HSP70
« KL-6
2. CeMenHbIN

(1) MyTaummn koMmnnekca tenomepasbl ( 7INF2 , TERT, TERC), KOTOpble
YKOpauuMBaloT AJIMHY TEe/IOMep;

(2) MyTaummn benka cypdakTaHTa B crneumpunyeckmx reHax 6enkos
cypdakTaHTa, Ha3biBaeMbiX SFTPA , SFTPB , SFTPC (camas 4yaras)w SFTPD .

(3) B gonosiHeHne K MOHOreHHOMY MeHAeNeBCKOMY 3aKOHY, HECKOJIbKO
reHeTNYeCKnX noanmmMopdu3MoB bbinin cea3aHbl ¢ FPF.

Hanbonee nsBectHbIM asnsetca MUC5B , HO apyrue Takxke 6blsin CBA3aHbI
c IPF, To ectb 7LR9W TERT

SnNUreHeTu4eckme n3MeHeHus Takxke bblnn cesidaHbl ¢ FPF, TaknMm kak
MoanduKaunum MeETUNIMPOBAHUS HEKOTOPbLIX reHOB U MUKPOPHK

3. KoM6uMHMpoBaHHbIN NneroyHbin ¢onbpos n amdpusema (FOFF:
« TNF-anbda |
« PDGF-6eTa b
« MonuMopdusMbl reHoB: reHbl MMP-1 wnn SFTPC

f



1. BbICTpPO Nporpeccupyrolium M ANONATUYECKUN JIeroUHbIN
¢punbpos

~ TeyeHue naumeHToB Cc IPF HenpeackasyeMo M COXPaHAETCA MPOrHo3
reTeporeHHOCT!.

.~ C 0gHOW CTOPOHbI, ECTb NMALMEHTbI, KOTOPbIE BbDKMBAIOT bonee 5 ner,
KaK rnpaBmno, c 6osee BbICOKMMN MHAEKCAMM MACChl Tefla C OTHOCUTENBHO
coxpaHHbiMn FVC, TLC n DLCO

~# C ApYyron CTOpOHbI, Y HEKOTOPbIX MALMEHTOB HabAOAaETCS
YCKOPEHHOE K/IMHNYECKoe M (yHKLIMOHAIbHOE YXYALIEHE, KOTOPOe
MOXXET MPEeACTaBASATb APYron MeHoTHM.

~* bbICTpble nporpeccopbl 6bin cBs3aHbl ¢ HU3KMM FVC 1 DLCO, a Takxe
C aKTMBaALMEN HECKOJIbKMX MEHOB, TaKMUX KaK y4acTBYHOLINE B
NOABMXXHOCTW KNEeToK, AnddepeHLmpoBke MMohnbpobiacros,
Koaryndumm, OKUCIUTENIbHOM CTPEecce W pa3BuUTUK, cpean Hux 7LR9,
CCL18, aHTuTena npotmB HSP/0w KL -6

~ MUKpPOBMOM Nerkux Takxke cBsidaH ¢ 6onee 6bICTPbIM YXyALIEHNEM
(PYHKLUMN NIEerku



2. CemeunHbIn (Hanbonee BaXkHbIM puckom anst IPF)

~ CeMenHbIn neroyHbin ¢pmnbpos (FPF) onpeaenseTca HanM4YneM no KpamHeu
Mepe 2 CnyyaeB nero4yHoro dunbposa B 0HON CEMbE

# XOT4 4alle BCero Bce 311 cny4dau otHocatca K UdDJ1, aTo onpeaeneHue He
nogpasymeBaeT ToNIbKo NPJ1, NOCKONbKY B HEKOTOPbLIX CEMbAX MOXHO
Habntogate accoumnauuno NDJ1 ¢ gpyrumm N3J1.

# 2-20% nauneHToB ¢ UDJ1 MMeloT poaACTBEHHMKOB NepBou ctenexn ¢ N3J1

~ CeMenHbIn pnbpo3 Nerkmx yallle BCTPEYAETCH Y MY>XUYMH U KYPUIbLLMKOB;
6onee TOro, OHO yBeNNYMBAETCS C BO3PACTOM

~ Haunbonee yacTbiM peHTreHONI0rMYecknM 1 NaToNorM4YeckuM naTrepHoOM
aBnseTcst 0bblYHAA NHTepCcTUUmManbHast NHeBMoHUS B 80% criyyaeBs

» CuuTaeTCd, YTO Nepeaada ABNSETCS aYTOCOMHO-LlOMMHaHTHOVI.

~ OnucaHbl Apyrne cMHAPOMbI C NIeroYHbIM HNOPO30M, CBSA3AHHBIM C
MOHOIE€HHbIMW HAPYLLEHUSIMU, KOTOPbIE TaKXXE CBSA3aHbl C BHEIErOYHbIMU
NPOSAB/IEHUSAMM:

~ Hanbonee TunnuyHbin cuHapom XepMmaHckoro-fyanaka
(OKyNOKYTaTMBHbIA anbbuHM3M, NpeapacnonoXEHHOCTb K KPOBOTEYEHUIO) U
HenpochmbpomaTos I Tna (KOXXHble HEMPOMDUOPOMbI, KOXKHbIE MOPAXXEHUS]
«café au lait», nurMmeHTMpoBaHHbIE rAMApPTOMbI Pafly>KKn)



3. KoMbuHupoBaHHbIN sierouHbin ¢onbpos n amcbpunsema (CPFE)

B HECKObKUX NcceaoBaHuaxX 6bi10 BbICKa3aHO NpPeanonoXeHne, YTo
MUIT 06bI4YHO accoLMMpPYIOTCS C COMETaHHbIM SieroYHbIM (OMbpPo30M U
smcunsemon (CPFE) n B ocHoBHOM (28-35%) ¢ IPF

HesicHO, pa3BmBaloTCsa M SMPU3eMaTO3HbIE N (HUOPO3HbIE
3abo1eBaHNa HE3AaBMCUMO ApYr OT Apyra uUau 0AHO ABNAETCA CIEACTBUMEM

ApYroro

Bbicokasd pacnpoCTpaHEHHOCTb KYpeHUd CUrapeT y nauneHToB c IPF
MOXET 06BbSACHUTb BbICOKYIO PaCrpOCTPAHEHHOCTb 3MMU3EMBI;

OOHako nNaTodun3nosorns 3Toro CMHAPOMa He bbisia NOTHOCTLIO
NOEHTUMOULNPOBaHa.

Ero AMarHoCTMKa ocHoBaHa Ha KOMMbIOTEPHOM TOMOIPadun C BbICOKUM
pa3pelueHmem (HRCT) 6naroaaps Hann4umo hmbpo3HbIX N3MEHEHWN,
6osiee BbIpa)XEHHbIX B HVXKHUX AOMSX, U AM(PU3EMATO3HOIO KOMMNOHEHTA,
60s1ee BbIpa)KEHHOIO B BEPXHUX A0JISX

CPFE yacTto (okono 50%) nposiBASETCS JIEFOYHOW FMNEPTEH3NEN, C
XyAlWnM NporHo3oM, 4Yem IPF, co cpeaHMM BpeMEHEM BbDKMBAHUA OKOJ0
25 MecqueB

HeT KOHKpPETHbIX pekoMeHaaumn no nedyeHnto CPFE.
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4. Jlero4yHasa runepToHus
PacnpocTtpaHeHHOCTb - oT 3% A0 86

Hanwuuve J1I" nprBoAWT K NOBBILLEHHOMY PUCKY CMEPTU, OCODEHHO ecny
cucTonmyeckoe AaBneHue B neroyHon aptepum (sPAP) no axo-KI™ npeseiwaeT 50 Mm
PT.CT. UNu cpegHee aaBrieHne B nerovyHou aptepumn (mMPAP) npu kKaTteTepusaumnm
npasoro cepaua (RHC) npeBbiwaeT 20 MM pT.CT.

CpenaHee BpeMs BbXMBaAHUSA nocne noctaHoBkn gnarHo3a NdJ1 y naunenTos c JII
konedbnetca ot 2-3 oo 4 net

Ixo-KI" aBnsieTcsa metogom Bbibopa ans BoisiBneHns JlI, XoTs ee TOYHOCTb Y
NauneHTOoB C 3anyLLeHHbIMU pecnupaTopHbIMM 3ab0fieBaHNAMUM HU3KaS.

OkoHyaTenbHbI gnarHo3s JII' yctaHaBnueaetcs KTBP
JleueHwue JII':

B HacTosiLiee BpeMst He CyLLEeCTBYeET crneumanbHon acdbdekTneHom n 6e3onacHomn
Tepanuu JII' npn NDJ]

[MoaTomy criegyet nsderatb ncnonb3oBaHna riekapcts npu NPJ1, ogobpeHHbIX ang
JIIC cBAsaHHOM € gpyruMmmn 3aboneBaHNAMN NEerkmux

N HaobopoT, nauneHTbl ¢ nogo3peHnem Ha J1Ir npyn Hann4Yum NerovHbIX 3abofieBaHUm
(xapaKkTepU3yrLLUMUCH NErKUMMN HAPYLLEHNAMU NAaPEHXNUMBbI F1ETKOro, CUMNTOMaMN,
He4OCTaTOMHO OO bACHEHHBIMU MEXaHNYECKUMMN HapPYLLUEHUSAMUN B NErknx, n eHOTUMOM
remoanHammdeckoro J1I', T. e. TskenbiM JIIT ¢ BbICOKMM COMPOTUBIIEHNEM JTIETOYHOWN
aptepun (PVR) 1 HU3kum ypoBHeM cepaeydHon aesarenibHoctn Beixoa (CO)) moxeTt
NeYnTbCa B COOTBETCTBUU C pekomeHpaumamm ana JiI.

¢ BaXHO NOMHUTbL O NOTEHLUMANbHOM BINSIHUM COCYLLECTBYOLWEro 3abonesaHnd
Nerknx Ha CUMMTOMbI M peaKkuuo Ha Tepanuio, a Takke 0 TOM, YTO UCMNOoMb30BaHWe
cneundundecknx metoaos neyveHus J1I, Takmx kak amOpuseHTaH U puouuryaTt, 0COb6eHHO
npotnsonokasaHo npu N®PJ1. 3Tn naumeHTbl JOMKHbI ObITb HarnpasneHbl B
cneuvann3npoBaHHbI LEHTP MHOMBUAYANbLHOIO fievYeHns



5. 3aboneBaHua coegUHUTENbHOU TKaHU

3aboneBaHus coeanHNTENbHON TKaHM NpeacTaBnaAlT cobon rpynmny
3aboneBaHNn, XapakTepU3yrLLUMXCA LUMPKYNUPYOLWLNMK ayTOaHTUTENAMN U
CUCTEMHbIMUN NPOSIBIIEHUSIMUN, KOTOPbIE, KaK CYNTAETCS, CBA3aHbI C
ayTOMMMYHHO-0MOCPEeAOBaHHbIM NOBPEXAEHNEM OPraHoB.

OHK BKIOYAIOT:

peBMaToOugHbLIN apTpuT,

CUCTEMHbIN CKI1epO3,

nonv / 4epmMaToMmno3uT,

CUCTEMHYHO BOSYaHKY,

cuHgpowm LWerpeHa

N CMELLaHHble 3aboneBaHNsa COeaUHUTENBbHOMN TKaHU

vVvvyvyyvyy

Neyerune NOJT npn aToM doeHOTUNE OOMKHO COOTBETCBOBATL NNEYEHUIO ITUX
3aboneBaHuin - B OCHOBHOM 3TO ¢l KC 1 / unu nmmyHogenpeccaHThl



OboctpeHue UMD

Y 5-15% 6onbHbIX 1P MmoryT pasBmBaTbCsl 0OOCTPEHUSA - OCTPLIE
YXYALIEHUSA KIMHUYECKOrO COCTOSIHUS 6€3 YCTaHOBNEHUS NMPUYNHBI YXYOLLEHNS

OnpepeneHune oboctpeHusa UJID — ocTpoe, KNMMHNYECKN 3HAYMMOE
pecnmpaTopHoe yxyalleHne, xapakTtepuayrLieecs HOBbIMMU,
pacrnpocTpaHeHHbIMN aribBEONSAPHLIMU HapPYLLUEHNAMMU

daKkTopbl pUCKa pa3BUTUA OOOCTPEHUA — HE YCTAHOBJSIEHDI
NMpeanonoXxurtenbHO:
- TopakasnbHble xmpyprnyeckne smeluatenscrea, bAJl.

- MeankameHTbl (NPOTMBOONYXONEBbLIE, OMoMnornyeckne npenaparhbl,
NHTEPMdEPOHBbI 1 Ap.)

Kputepuun oboctpeHuna UNO:
- YCTaHOBJIEHHLIN paHee UM KOHKYPEeHTHbIN anarHo3 UJ1P
- OcTpoe yxyaleHne nnm passutue odbllKkn — TUNUYHO < 1 Mec

- KT: HOoBble bunatepanbHble NHPUNLTPATLI N0 TUMY «MaATOBOro CTEKNa»
n/vnmn koHconuaauum Ha poHe kapTuHbl OUI

- YXyOLweHust He MoryT OblTb 0ObACHEHbI CeEpAEYHON HEAOCTAaTOYHOCTbLIO UIN
neperpyskon o0 beMoM, aKCTpanapeHXMmMaTo3HbIMU NMpUinHamMmm
(MHeBMOTOpPAaKC, nNnesparnbHbin BoiNoT, TAJIA)



O6octpeHne W10

KnuHunueckue nposienieHns obocrpeHnsa Uiod:
YCUNEHME Kallung;
yBennyeHme obbemMa MOKpPOThI

F'McTonornyeckass KapTuHa sierkux npm o6ocrpeinn Uiod:
e 0OCTpoOe AnddYy3HOE albBEOSIIPHOE NOBPEXAEHMNE;
e OpraHusyrolleecss auddy3Hoe anbBeoNSpHOE NOBPEXAEHNE;
e  OPraHU3YyrLWasaCcs MHEBMOHUS;
e HeocnoxHeHHasa OUI.

NMporHo3 o6ocrpeHuns UoD:

NeTanbHOCTb BO BpeMsa rocnutanndauum — 65%, B TeueHue 6 Mecaues
OT Hayana oboctpeHuns - > 90%



NeyeHune NOJ1

METOAbl JIEMEHUA
MeaukaMeHTO3Haa Tepanus:

B HacTosiLlee BpeMs eCTb iBa Nnpenapara, KoTopbie 6binn
onobpeHbl ans neuenms IPF, HnHTteaanmnb6 n nupdpeHnaoH, oba
M3 KOTOPbLIX 3aMeaNsitoT CHMKeHue (pyHKLUNUU Nnerkmx,
CBfiI3aHHOM C 3aboneBaHunem

NMpoTtusBopunbpoTnyeckan Tepanus:
1. HnHTepaHunb (A, 1+);
2. MNupdeHngoH (A, 1+);



MeaunkamMmeHTOo3Haa Tepanusa U1 i

Welchhapsein

HuHtepnaun6 (Baprared®) - 3apeructpmposaH 18.08.2016

>  BHYTPUKNETOYHBIN MHTMOUTOP TUPO3UHKMHA3, BO3AENCTBYIOLUMX HA PELIENTOPbI HECKOTbKUX
pakTopoB pocTa — pakTopa pocta cocyanctoro saHaotenms (VEGFR-1, VEGFR-2, VEGFR-3),
dakTopa pocta pmnbpobnactos (FGFR-1, FGFR-2, FGFR-3) n dpaktopa pocta TpoMbounToB
(PDGRF-a, PDGRF-3)

> aHTMNOpPO3Has aKTUBHOCTb,

> WHrMbupoBaHue OT/IOXKEHUS KonnareHa, nHayumposaHHoe TGF-B, B pubpobnacTtax nerkmnx
yenoBeka in vitro

> CHmxeHue npoaykummn IL -1 n Konnyectsa NMM@POUNTOB B XXMAKOCTU BAJT
Ao3upoBKa:

150 mr (1 kancyna) X 2 pa3a B CyTKM Ka)kable 12 4acoB NOCTOSIHHO BO BpeMSsl efibl,
npornaTtbiBas LEeSIMKOM, He pa3)XeBblBasi U He pa3/iaMbiBas,
3annBast BOAOW

NMponyck A03bl:

Ecnu kakas-nnbo ao3a npenapata 6bi1a NponylleHa, To cieayeT NpoAo/KUTL NMpUeMm
npenapaTa B U3HayanbHO PeKOMeHAYEMOM [03€e MO pacnucaHuio CeayoLLEero npMeMa npenapaTta

Ecnu ao3a 6bina NnponyLleHa, NauMeHT He AO/MKEH NPUHUMATL AOMOSIHUTENBHYIO A03Y
npenapara.

[launeHT He Ao/MKEH MpeBbIaTb PEKOMEHAO0BAHHYIO MaKCUMMasibHYIO CyTOYHY0 Ao3y B 300 mr.



NMo6ouHble 3pPpeKTbl:
1. TOLUHOTa;
2. [dunapes.
3. [lloBbllweHne ACT, AJIT
[Inapes nerkon n cpeaHen CTEMEHN THXKECTU - HaMbosee YacTbi MOO6OYHbIN

addeKkT

N3MeHeHMue A03bl B CZlyyae pa3BUTUS NOBGOUYHBbIX peaKLUMn:

NMpu pa3BuTUN AMapen, TOWWHOTbI U PBOTbI B 0MNO/IHEHUN K
CUMMTOMATMYECKON Tepanum, Npn Heo6xoaAnMOCTHU, PEKOMEHAYETCSH
CHMXXEHME N03bl NN BPEMEHHOE MpepbIBaHNE NTeYeHns A0 TeX Nop, rnoka
HeXxenaTeNbHas peakuus He CHU3UTCA A0 YPOBHS, KOTOPbIA NO3BONNT
BO30OHOBUTb TeEpanuio.

JleueHune npenapaToM MOXET 6biTb BO306HOBNEHO B nosHom ao3e (150 mr 2
pa3a B [IEHb) WM B CHMXXeHHOW ao3e (100 Mr 2 pa3a B AeHb).

Ecnn naumeHT He nepeHocuT o3y npenapata 100 Mr 2 pa3a B AEHb,
fle4eHne npenapaTtoM HUHTeAaHMb cneayeT NpekpaTuThb.

B cny4yae noBbilueHust YPoBHS TpaHcaMuHa3s (ACT wnm AJTT) 6onee
yeM B 3 pa3a BbllLEe BEPXHEW rPaHNLIbl HOPMbl PEKOMEH/IOBAHO MpPEpPBaTh
Tepanuio npenapaTtoM. Kak TofibKO noKasaTesin BEpHYTCS K HOpMaﬂbHOME

100 mg 150 mg

3HAYEHWIO, NTIEYEHNE NMPenapaToM MOXXHO BO30OHOBUTb B CHUXKEHHOW (200
MI 2 pa3a B A€Hb), KOTOpas BNOCNEACTBUM MOXET ObiTb YBENNYEHA A0 FAOAHOM
no3bl (150 Mr 2 pa3a B NeHb).



|3c6puer
JleueHne NODJI s s
IMTupghberngon - (3copnet®) (MMMYHOAENPECCAHT)
(3apeructpupoBaH 24.09.18)
SlBNsieTca MMMYHOEnpeccaHToM, KOTOpbl 0bnaaaeT
MNPOTMBOBOCMNANUTENbHBIM U AHTUPUOPOTUYECKMM AENCTBUEM

YMEHbLUIAET OTBET Ha (PaKTOPbl POCTa, Takue Kak TPaHC(HOPMUPYIOLLIMIA cbaKTop
pocTa 6eTta 1 TpomMbounTapHbI DaKTOP POCTa,

[ogasnsieT nponmcbeﬁpaumo gm6po6naCTos N YrHETAET NPOAYKLMIO
accoumMmMpoBaHHbIX ¢ HGnbpo3oM 6eNKoB U LIMTOKNHOB

PekoMeHAyeMas CyToOuyHas Ao3a nupdheHnaoHa:
» 171abn (801 mr) x 3 pa3a B AeHb ¢ nuwen (Bcero 2403 mr/c)
> /801) Mr ( 3 Kancynel No 267 Mr) X 3 pasa B CyTKM BMecTe ¢ npuemMom nmwm (2403
Mr/cyT

[lo3y cneqyeT NoBbIWATb NOCTENEHHO A0 PEKOMEHAOBAHHOI0O YPOBHS B
AEBATb Kancyn B CYyTKN B Te4eHune 14 aHen:

> [eHb 1-7: no ogHou kancyne (267 Mr) X Tpu pa3a B aeHb (801 mr/cyT);

> [OeHb 8-14: no ABe Karcysbl TpU pasa B AeHb (1602 Mmr/cyT);

> HauuHasa c 15-ro aHs: No Tpu Kancynbl Tpy pa3a B AeHb (2403 mr/cyT).
[peBbllLEHNE CYTOYHOM A03bl Bbille 2403 Mr/cyT HE peEKOMEHAOBAHO.

MauuneHTbl, NPonycTUBLLME NPUEM NMPGhEHNIOHA B TeHeHne 14 CyTOK noapss uim
bonee, AO/MKHBI HAYaTb TEPaNUI0 MOBTOPHO, T.€. NPONTW HaYasbHbIN 2-HeeNbHbIN KypC
NOBBILLIEHNS AO3MPOBKM BM/IOTb 10 PEKOMEHAYEMOM CYyTOYHOW A03bl.

Ecnn nepepbiB B NpueMe npenapata COCTaBNsAET MeHee 14 AHEN noapaf, NpueM 03
MO>XHO BO306HOBUTL 6€3 TUTpaLnK, MPMHUMas npenapaT B yKa3aHHOW BbllUe
PEKOMEHAYEMOM CYyTOYHOM A03eE.

S
\\



Tonbko npubnmnsntenoHo 60% naumnenTos c IPF
nosly4aroT HUHTEe[aaHn6 nnm nupcdeHnaoH

[pUYMHbI, N0 KOTOPbIM NauueHTbl ¢ IPF He nonyyaloT
aHTU(PUO6pPOTHNUECKYIO TEeparuio:

» BOCMNpUATUE BPAYOM TOro akTa, 4Yto 60n1e3Hb naumeHTa
ABNSAETCH «ErKON>» UNU «CTabunbHOM» N NO3TOMY He TpebyeT
Tepanuu,

» OTCYTCTBME YBEPEHHOCTWN B AnarHose IPF,
» npobnemMbl C 4OCTYNOM / BO3MELLEHMEM

» W onaceHus no nosoay Nob6oYHbIX 3hEPEKTOB
AHTUPUOPOTNYECKUX NPEenapaToB




¢ HepaBHee MeXayHapoaHOe uccneaoBaHne nysibMOHOIOMOB U
NaUMEHTOB MOKa3asio, YTO NMOYTM YETBEPTb MYSIbMOHO/IOrOB
6111 6bonblie obecrnokoeHbl NOH60YHBIMK P EKTaMM
NNEKapCTBEHHOM TEPANUK, YEM PUCKOM NPOrpeccnpoBaHms
3ab0/1eBaHuS

¢ B TO BpeMs Kak naumeHTbl COOBLLMAN, YTO UM HYXHO 6onblue
MHPOPMaLMM O NPOrHo3e nx 3aboneBaHns U
(bapMaKoIOrM4ecknx BapuaHTbl 1eyeHns n éoinu bonblue
03aboyeHbl NpeaoTBpaLLeHNEM NPOorpeccMpoBaHns
3ab01eBaHus, YeM rnpeaoTepalleHneM noboUHbIX 3 PeKToB
NIeKapCTB

¢ JleyeHne naumeHToB C IPF MoXeT 6bITb YNYYLLEHO NYyTEM
NOArOTOBKW MYy/IbMOHOJ/IOrOB, A4 NyYllero NoHMMaHus
6anaHca Mexay puckamMu 1 NpeEUMYLLIECTBAaMN aHTU(MOpO3HOM
Tepanum N 0 TOM, Kak AOHECTU A0 CBOMX MaLMEHTOB
NporpeccupytoLLyo U HEM3MEeHHO daTasibHYy NpMPo,
NOTEHLUWANbHYIO LIEHHOCTb NpUeMa aHTUMUNBpPOTNYEC
Tepanun




YnpasneHume nob6ouyHbIiMu 3dbPpekTaMm

YnpasneHne noboyHbIMM addeKTaMm, KOTOpble MOryT BO3HUKHYTb MNpu
npneMe aHTUONObpPoTUUYECKON TEpPanun, BaXXHO A1 TOro, YTobbl
MOMOYb MaUMEeHTaM OCTaTbCA Ha JIEYEHUN.

PekoMeHayeTCs KOPPEKTMPOBaTh A03Y MNYyTEM MNpPepbiBaAHUS NIEYEHUS U
CHMXKEHWNS [103bl, @ TAKXXE CUMMMTOMAaTUYeCKoro obneryeHns nob6o4vHbIX
3(PHEKTOB CO CTOPOHbI XKeYyAOUYHO-KMLIEYHOro TpaKTa, UCMosb3ys
fionepamMmaa Ang yCTpaHeHUs NoboYHbIX 3dEKTOB.

KoppeKkumns Ao3bl, NpoBoAnMast Ans yCTpaHeHns1 Nobo4YHbIX 3 deKTOB
B KJIMHNYECKNX UCCNeaoBaHnsX, He CHMXaNna NpeMMyLLEeCTBa JlIeYeHus
NPU CHMKXEHUN CHMXKEHNS DYHKLNW NTIErKNX

BOMbLINHCTBO NALMEHTOB CNOCOOHbI NEPEHOCUTb aHTUPUOPOTNYECKYIO
Tepanuio, 1 NpeKkpaLleHne nevyeHns n3-3a NoboYHbIX 3PHEKTOB CO
BPEMEHEM YMEHbLUAETCH

O6pasoBaHue SBASETCA KAOYOM K MOHMMAHMIO NauMeHTaMmn posnu
aHTUPMOPOTMUYECKON TEPANNN B CHUXKEHMUM NPOrPECCUPOBAHNS
3a601eBaHunsl, YTOOLI OHW MOr/IN caenaTb 060CHOBAHHYIO OLIEHKY
NPENMYLLIECTB TePAnnn B KOHTEKCTE BO3MOXXHbIX MOOOYHbIX 3(P(PEKTOB.



NeyeHune NOJ1

CHcTeMHbIe r/IFOKOKOPTUKOCTEPONAbI:
MoHoTepanusa CI'KC He noka3aHa (A, 1+).
Bo3moxHO npuMeHeHne CI'KC npu oboctpeHun WO, 4yTo npuBoanT K
YAYYLLEHUIO NErOYHOU DYHKLNK

HeMeaMkaMeHTO3Has Tepanua:
AnnrenprHasa okcureHorepanms (C, 2++):
[lokazaHus.

Sp02 < 88%
PaO2 < 55 MM prt.cT.
MOHUTOPUHIT OKCUIrEHaLMN.

nyanOKCMMeTpMFI NCXOAHO U B AMHAMUKE B NMOKOE N MNMPU HArpy3ke
ANA BbldBJIEHNUSA FIOTpe6HOCTl/I B OKCUT'E€EHALUUWN.

Kaxkable 3-6 MecdaueB nybCOKCUMETPUA + nposegeHne 6MWT.



Y V V VY V
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>

TpaHcrisiaHTaynsi J1IerKkmx

Noka3aHusa:

ncronormnyeckmn nnn KT-natrepH OUIM + oanH 13 NpU3HAKOB:
CHmxeHune OXEJ1 Ha = 10% B TeyeHue 6 MecsueB HabnaeHUS
CHmxeHune SpO2 < 88% BO BpemMd 6MWT;

«CotoBoe» nerkoe Ha KT (c4eT pmbpoza > 2)
NlerouHas apTepuanbHas rMnepTeHsms.

DLCO Hmxe 40% oT A0JIKHbIX

NMpoTuBONOKa3aHUA:

3/10KayecTBeHHblE HOBOOOPA30BaHMS B TeYUEHNE NOCEAHUX 2-X NET;
Hekoppurnpyemble 60n1e3Hn Apyrnx opraHoB U CUCTEM;
Hensneynmas BHenerovyHas MHCI)eKLI,MFI;

3HaunTenbHaa aedopMaLms NO3BOHOYHMKA U FPYAHOWN KNETKY;
ﬂ,OKYMeHTMpOBaHHoe OTCYTCTBUE MNMPUBEPXKEHHOCTU MNMAUMEHTA K

MEeAMKAMEHTO3HOW Tepanun n ANUTENbHOMY aMbynaTopHOMY
HabnoaeHnto;

>

[cMxmnyeckme paccTponcTea, acCoLMUPOBAHHbBIE C HEBO3MOXXHOCTbIO

coTpyaHn4yecrtea C MEAUNLIMHCKUMHU pa6OTHVIKaMVI UJIN NMPUBEPXKEHHOCTU K
MR AMAUTARUNIA TANAMIAIA®



NeyeHune NOJ1

ﬂeroqﬁaﬂ peabumrayns (B, 1+):
A3pObHble TPEHUPOBKY;
TpeHnpoBKa rmbkocTu;
ObyyatoLme nekunu;
HyTpuUTUBHaA noaaepxka;
[lcnxonornyeckasd noMoLLb.

NEYEHUE OCJTO)XKHEHUA N COMYTCTBYHOLLMX 3ABOJIEBAHUM
Tepanus 1ero4yHou rmnepreH3nm:
[lokazaHuns.

PcpJIA> 25 MM pT.CT.;

AnuTenbHasa KMcnopoaoTepanus;

CnnaeHadwun.

AHTnpednokcHaa Tepanusa npu conyrcreyrouwen MNPB:
NHrMbuTopbl NMPOTOHHOW MOMIMbI;
[lpnemM nuwy ManbiMy NOpUNAMMU;
BO3BbILLIEHHOE MOMIOXXEHNE rOIOBHOM YaCTu TYNOBULLA B MOCTENMN.



MOHMTOPUHI nauueHToB C IPF

» YacTbll MOHUTOPUHI BaXXeH A1 OLIEHKM NporpeccupoBaHns 3abonesaHns y
nauneHToB C IPF 1, TakuM o0bpasoMm, ans nNpuHATUS 060CHOBAHHBIX
TepaneBTUYeCcKnx peLueva N KOHCYNbTUPOBaHUA NALNEHTOB.

» OyHKUMOHaNbHble TecTbl nerkmx (PFT) SBASIOTCA BaXXHOW YaCTbtO
MOHUTOPUHIa NaunMeHToB, HO, YYNTbIBas, UYTO CHMXeHne FVC He aBnsaeTcs
eWHCTBEHHbIM MoKa3aTesieM MporpeccmMpoBaHnsl 3aboneBaHuns y naumMeHToB
c IPF, nocnegyoline oueHKU He OO/MKHbI orpaHmMynBaTtbca PFT.

MOHUTOPUHI" KNMHNYECKOIO TEMEHNSA 3ABOJIEBAHNA
[1pn OTCYTCTBMWU OpYyrnx NpuynH nporpeccuposanme UJ1O onpeaendetcs
nosiefieHMeM noboro U3 cneayowmx KputTepues:
' NpOrpeccMpoBaHne OAbILLKN NPy OO bEKTUBHOWN OLIEHKE;
nporpeccupytollee HeyknoHHoe cHmxeHne OXXEJ (B 36COMOTHBIX
3Ha4YeHUSAX) Mo CpaBHEHWUIO C UCXOAHbIM YPOBHEM;
: nporpeccnmposaHne dubpo3a nnn HapactaHme oteka npu HRCT no
CpaBHEHUIO C UCXOAHbIM YPOBHEM;
obocTpeHus;
CMepTb OT AblIXaTe/IbHON HEAOCTAaTOYHOCTMW.

MOHUTOPWUHI CUMMTOMOB:
' OLleHKa OAblLLKM;

M3MEPEHME OKCUreHaumnn KpoBu (caTypaumnmy) Nynbcokc g
NOKOe U MpU Harpyske Kaxxable 3-6 Mecdues; oy

MCKNIOYNUTb pa3BUTHE TPOMOO3a FJ'IY60KVIX BEH HUXKHUX
KOHeuHoOcTer TANMA




MOHMTOPUHI nauueHTOoB C IPF

OnTuManbHble UHTEpBaJibl MOHUTOPUHra: oueHka FVC n DLco kaxable
3—4 Mecaua

> bonee yactbin MOHUTOPUHT FVC C MCnonb30BaHMEM AOMALLHEN
CMUPOMETPUN MOXKET MO3BONINTb PaHblUe BbISIBNATb CHUMXeHne FVC u ocTpble
obocTpeHus

> [pun nHtepnpetaumm namepedmm FVC n DLco, Bpauum A0/MKHbI MOMHUTL O
BO3MOXHbIX CMELLAHHbIX 3ddeKTax ConyTCTBYOWEN 3MMDU3EMbI; Y NALMEHTOB
CO CTeneHbio 3Mdpu3embl =>15% FVC He aABNSETCS HaAEXHOW MEPOU ANS OLIEHKM
nporpeccnpoBaHuns 3aboneBaHus

> Cepbe3HOCTb 1 BIIMSIHUE OAbILKK TPYAHO onpeaenutb 6e3 NoHMMaHus
YPOBHSI aKTUBHOCTM, OObIYHO BbIMO/THAEMOWN MALMEHTOM; OAbILLKA Npw
(OU3MYECKON HaArpy3Ke y NoXunoro n cnaboro naumMeHTa He cpaBHMMa C
TaKOBOW Y YesioBEKa, KOTOPbIN OCTaBasiCs aKTUBHbIM.

ONpOCHUKM ANA OLLEHKWN OAbILLUKMU:
> BOMPOCHMK MO oablke npu KanudopHuimnckom yHnsepcuteTe B CaH-Anero
> LWKana oablwky CoBeTa MeaULMHCKUX UCCNeaoBaHNM

> LWwkana bopr g& |



MOHMTOPUHI nauueHTOoB C IPF

TecT Ha 6-MMUHYTHYI0 X0Ab6Y (6MWT)

3TO NPOCTON TECT, KOTOPbIN MOXET ObITb MOSIE3EH A1 OLIEHKU U
HabnoaeHns naumeHToB c IPF.

Ecnn ncnonb3yoTcs CEPUNHBIE TECTbI, Ba)KHO, YTOObI OHA U Ta Xe
METO/I0/I0MMS UCMONb30BaNach A1 BCEX TECTOB, BK/IOYAS
NOCNEeN0BaTENbHOCTb B IOCTABKE [IOMONHUTENBHOIO Kmucnopoaa (MHave
pa3nnuymsa B NpeAoCTaBNIEHNN AOMNOHUTENBHOIO KMCIOpPoAa AO/MKHbI
YUMTBIBATLCSA MpU UHTEPNPETALMM pe3yNbTaToOB TECTA)

2P deKkTbl 06yHeHUs: U NoTeHUMaIbHOE BIMSIHUE COMYTCTBYOLWMX
3aboneBaHM TaKXKe AOMKHbI ObiTb MPUHATLI BO BHUMAHWE NMpy MHTEpNpeTaumm
pe3ynbTaToB NOCNEeayoLWUX UCMbITaHUN.

HacbileHue KNC/10POAOM CcneayeTtr USMEPSATb BO BPEMA TECTA U B NEPUOL
BOCCTAHOBJIEHUA.

[ecaTypaumsa kncnopoaoMm <88% BO BpeMs ynpa)kHeHUN 0ObI4YHO
MCMNOJIb3YETCA B Ka4YecTBe PYKOBOACTBa AN Ha3HAYeHUs AOMNOSIHUTENbHOo
Kncnopozaa.

HacbllLeHne KUCIOpPOOM B COCTOSIHUM MOKOS! CieAyeT U3MepsiTb np,g]‘
KaXAOM MOCELLEHUN KIIMHWUKK, @ pe3yNbTaThbl CleayeT yuntbisaTh npu'
MPUHSATUK peLleHns 06 yxoae 3a NaLUeHTOM.



> He ncnonb3yute HU OQUH U3 NEepeymncCsiIeHHbIX Npenaparos,
oTAeNbHO WM B KOMOMHaLUMKN, ANS N3MEHEeHUs1 NpPporpeccupoBaHus
3abonesaHuns npu nauonaruyeckom cpubpose nerkumx:

vV V V V V VYV VY V

Ambrisentan
a3aTUOMNPUH

6o3eHTaHa
KO-TPUMOKCA30/1
MUKOMEHONAT MOdeTUN
npeaHN30/10H
cungeHadun

BapdapuH.

[ToTeHUHAILHO BPeHbIE
npenaparsl

[MoreHunansHo Hedddek-
THBHLIE Npenaparsl

DpdexkTHEHBIE DONE3HB-MO-
IHDHIHPYIOLUIHE NTpenapaThi

1 m

AMOpH3E€HTaH

DBEPOSIHMYC

Everolimu

[MpeaunzonoH + a3aTHONPHH
+ N-aueTwiimcTenH

Bapdapus

Bolenran
Bosentan
Umaruuuod
Imatinib
Mauutenran
Macitentn
N—aue'mmmcrenu

Cunaenadpun
Hunreaauud

[Mupdennion



[focnuTanusauus

NOKA3SAHNA AJ14 TOCMUTAJTUSALIAN C
YKASAHVEM TUIMA TOCMUTAINSALNNA

I'I0|<a3aHm| AN NJ1IAaHOBOU roCnMTasin3aLmm:
obocTpeHune UJ10;
JleroYHble MHcl:)eKuMM ;
npoBeAeHne 6uoncmn nerknx;
NOArOTOBKA K TPaHCMMaHTALUNN JIErKUX;
TPaHCM/IaHTaUUS JIerkux.

Noka3aHua Ans SKCTPEHHOU rocCnMTaNn3aLmm:
PazButme ocnoxxHeHmnmn NJd:

TAXKEJ1aAa AblXaTelJlbHAad HEAQOCTATOYHOCTD,
TATIA -



O6yyeHue naymeHToB M obuieHue

OTcyTCTBME COOTBETCTBYIOLLEN MHAOPMALIMKN OCTaeTca npobnemon ans
naumeHToB c IPF n nx noneunteneun

Bonblas yactb nHdopmaummn 06 IPF, npeacraBneHHon B IHTEPHETE,
ycTapesa u HeToYHa

X0oTS naumeHTam Heobxoamma MHPOPMaLMS HA MOMEHT NMOCTAHOBKMU
AVarHo3a, HeKoTopble BOMpPOCkl MOryT ObiTb Nlyylle obcyxaeHbl Ha bonee
No3aHeN CTaaun B COOTBETCTBUM C NOTPEOHOCTAMM MaLMEHTA

B nononHeHune kK o6Len nHdopMaumm, NaumMeHTbl LIEHAT NPaKTUYECKUE
COBETbI O TOM, KaK ynpas/isiTb CBOUM 3360/1€BAHNEM W MAKCUMASIBHO
MOBbICUTb KAYECTBO CBOEN KU3HU

KpainHe BaXKHO, 4TO6bl KNMMHWULMCTbI 0O6bACHWIN NaLMeHTaM 1 nnLam,
OCYLLIECTBNSAOWNM yXxo[ 3a HMMK, YTO IPF aBnsieTca no ceoen npupoae
nporpeccupyowmm 3a6oneBaHmeM 4YTO6bl OHM MOHMMANM LEHHOCTb NpUeMa
Tepanuu, KoTopas 3aMensisieT nporpeccmpoBaHune 3abonesaHns, aaxe ecnu
VX 3a60/1eBaHMe 6yaeT npoao/mkaTb NPOrpeccupoBaTb, @ CUMMNTOMbI HE
NCUYE3HYT.

B 4yacTHOCTU, NALMEHTbI AO/MKHbI ObITb OCBEAOM/IEHLI O TOM, YTO B
daHaMHe3e OTHOCUTENbHO CTabunbHOe 3aboneBaHue HE UCK/IoYaeT
3HAYUTENbHOIO CHUMXKEHNS YHKLUMKM NIErKUX B bamxauwem byayuiem nnm
BO3HWKHOBEHMUS OCTPOro 060CTpeHusl.

A



O6byuyeHue naymeHToB U obLyeHue

PekoMeHAyeTCs NCNo/b30BaTb CTPYKTYPUPOBAHHbIN, OPUEHTUPOBAHHbIN Ha
nauueHTa noaxoa K obuieHuto, 4tobbl obecneynTb NOAAEPXKKY NALIMEHTOB B
NPUHATUN 06OCHOBAHHOIO pPELLEHMS O TOM, KaK cneayeT ynpas/isiTb CBOUM
3aboneBaHneM

[Nopaepxusarowas / naniMaTMeBHas NOMOLLb HarnpasBfieHa Ha yaydlleHne
nnu nogaep>xaHme HRQL, HAaCKONBbKO 3TO BO3MOXHO, nyTeM obnerdyeHus
CMMMNTOMOB W OKa3aHus NoAAEPXKKM NMaumeHTaM n nuuam, obecneymsatolmnm
UX yxo[, YTobbl MOMOYb UM CMPaBUTbCSA C BO3AEUCTBMEM 3ab0NEBaHNA U
YMEHbLLUNTb CTPaxu OTHOCUTENbHO byayLlero

MoaaepXxunBaloLLee IeYeHne MOXKET OKa3blBaTbCs UHAVBUAYAIIbHO, Yepes
rpynnbl NOAAEPXKKWN NALMEHTOB, B paMKax MporpaMM nero4Hom
peabunuTaLumn Unn B yCNoBUSIX CTalmMoHapa

MepacecTpbl-CneumnanmcTbl MOryT ChirpaTb K/IIOYEBYIO PO/b B
NpefoCTaBNEHMN KOHCYNbTALMA U NMOAAEPXKKN NaLMEHTaM.

YuunTbiBast Henpeackasyembin Kypc IPF, noaaepxuBatowiee neyeHne ao/mKHO
ObITb MHTErPUPOBAHO B ANCKYCCMM C MALUMEHTAMU U UX NULLAMM,
OCYLLECTBNAOWMMIM YXO4 Ha paHHEN cTtagmu

[1aHMpoBaHne NPeKPaLLEHNS KU3HN MOXKET ObITb T%yuHoi/’l npobnemon ans
NaLMEHTOB N UX CEMEN, N 0bCyxaeHne BpeMeHn n ob6beMa MHMopMaLmm
NOMKHO ObITb MHAMBUAYANN3NPOBAHO B COOTBETCTBUMN C NMOTPEBHOCTAMM

naumeHTa A
g ; 2

s



KPHTEPHHW/HHOMKATOPbI OLIEHKH KAUECTBA MEAWUMHCKOW NOMOLIM NAUMEHTY C HN® [36).
CoDBITHHHBIE KPMTEpPWM KavecTea

I:'I'IFIE,.EI,E_I'IEHEI W TAKTHER EBOEHWA EI:I_I'II:.HEIFEII coensaHel HIZHAYEHKA

MNaHeT
MpoeeneHo nM wccnegoeadue DB MalHeT
MNpoeeneHa nn HRCT MNaHeT
[NpoeeneHo N obhcnegoeadie BONEHOMD B QMHAMMER ,D,a|HET

[laHel MW peKOMEHOAUMK N0 HazHadveHuo ORT naunedTy © runokcemuel (spls < 88%, Faly < 55 mm pr.cT.). [dalHeT
BpeneHHbIe KPUTEPHMU KAa4YECTBa

MNonHoe obcnegoeaHde He nozgHee 10 cyTok oT obpawleHKA NauueHTa [a|HeT
[NpoEeaeHa MW NYNECOKCMMETRMA He nozaHee 1 cyTok oT obpalleHWA NauMeHTa [a|HeT
FoHTpONE COCTOAHKA NauMeHTa He pexe 1 paza e b MecAUeE [a|HeT
PezynbTaTMBHLIE KPUTEPHM KAa4eCTBa

[IMarHocTMYeCkMe MCCNef0BaAHKA BEINOAHEHE! B NOAHOM 0bbeme ,Ela|HET
[laHEl MW peKOMEHLAUKMK N0 NPOEEAEHH EAKUMHALKMKM 0T TRMNNA MOM MHEEMOKOKKOEOH MHEKLWM ,El,a|HET

TlaHEl MK peKOMEHLAUMK N0 OTEAZY 0T KyPEHMA alHeTt
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