NNeyeHue NJE -
cosBpemMeHHOe COoCcTosHUe U
NnepcneKTUBSLI

3acnyxeHHbIW Aeatenb Hayku PE

npogp. E.N.LUmenes

Otvaen avgpgepeHLUUanbHoOU AUArHOCTUKU
#BHY UHUNT, Mocksa
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«JleueHue 6onbHOro ¢ camoro Hauana 6onesHU Ao NocneaHero AHS XU3HU» - OCHOBHOe
npasuno pabotbl ¢ 6onbHEIMU UTTE
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HauATIO HoBOW sper . CIPF
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IleyeHue UJ1®: ATS/ERS/JRS/ALAT 2015
KITMHUYeckue pekomeHaaumum (6. Raghu)

Agent

New and revised recommendations

Anticoagulation (warfarin)

Combination prednisone + azathioprine +
N-acetylcysteine

Selective endothelin receptor antagonist
(ambrisentan)

Imatinib, a tyrosine kinase inhibitor with
one target

2015 Guideline

Strong recommendation against use”
Strong recommendation against use’

Strong recommendation against use’

Strong recommendation against use™

2011 Guideline

Conditional recommendation against use®
Conditional recommendation against use’

MNot addressed
Mot addressed

with multiple targets

Nintedanib, a tyrosine kinase inhibitor
Pirfenidone

Congiional Son o e ]

Conditional recommendation for use®

Not addressed ]
+

Conditional recommendation against use

Dual endothelin recepfor antagonists
(macitentan, bosentan)
Phosphodiesterase-5 inhibitor (Sildenafil)
Unchanged recommendations

Conditional recommendation against use’

Conditional recommendation against use*

Strong recommendation against use”

Mot addressed

(__Anuacid therapy

Condimonal recommendaton tor use”

Conditional recommendation Tor use”™ ]

N-acetylcysteine monotherapy

Antipulmonary hypertension therapy for
idiopathic pulmonary fibrosis-associated
pulmonary hypertension

Lung transplantation: single vs. bilateral
lung transplantation

Conditional recommendation against use’
Reassessment of the previous
recommendation was deferred

Formulation of a recommendation for
single vs. bilateral lung transplantation
was deferred

Conditional recommendation against use’
Conditional recommendation against use®

Mot addressed
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TTupgpeHupoH*(3cbpuet)- aHTUPUOPO3HAS AKTUBHOCTD

CHMXaeT nponugepaumto pubpobnacrtos'?

UHrnbupyet cuHtes u aktusHocTts TGF-f3,

NOTEHLMANBHOrO MeamaTopa NErouHoro
pubposa’”

WMurubupyer cuntes TNF-a*¢”7

WNHrubupyet npodykumro kosnareHa *>®

«1. Di Sario A et al. ) Hepatol 2002;37:584—-591; 2. Schaefer CJ et al. Eur Respir Rev 2011;20:85-97;
3. Oku H et al. Eur J Pharmacol 2008;590:400-408; 4. Liu H et al. Am J Transplant 2005;5:1256-63;
5. Nakayama S et al. Life Sci 2008;82:210-217; 6. Oku H et al. Eur J Pharmacol 2002;446:167-176;
7. Grattendick KJ et al. Int Immunopharmacol 2008;8:679-687; 8. lyer SN et al. J Pharmacol Exp Ther 1999;289:211-218.
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HUHTEOAHWB

HunTeaannb

*  BHYTpUKNETOUHBIA UHIMEUTOP TUPO3UHKUHAS!?
« Bbnokupyert Tpu peuenTopa qaktopa pocta: VEGF, FGF u PDGF 12

Receptor Tyrosine Kinase Tyrosine Kinases — Active

FGF- ¢akTop pocta ¢pubpobnacros; IPF-uanonatmueckuii nerounbiii ¢ubpos; PDGF- TpombolmTapHbIl dakTop pocTa;
VEGF-BacKy/103HA0T3MaNbHbIN daKkTop pocTa.
1. Hilberg F, et al. Cancer Res. 2008;68:4774-4782; 2 Wollin L, et al. J Pharmacol Exp Ther 2014;349:209-20
3. Richeldi L, et al. N EnglJ Med. 2011;365:1079-1187.
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HUHTELAHUB NNPEHNLOH

NHrubutop pasnuuHeIX BUAOB TTopasnseT cuHTe3
TUPO3UHKUHA3LI, BKNHOYAS PaKTOP TPAHCPOPMUPYHOLLETO PAKTOpPA
pocTa TPOMBOUUTOB, (PAKTOpP pocTa pocta Ppu @HO a

pubpob1acToB U 3HAOTENNANbHBIN
(PaKToOp pocTa
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Koraa HasHavatb aHTUPUOpO3HLEIE npenapaTthr
npu UJNE?
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UTO MbI OXUMAGeM OT NpumeHeHUs
AHTUPUOBPOTUYECKOU Tepanumn?

« TopmoxeHue pnbpo3006paszosaHUS U KaK creacTeume -
yBeSlIMueHune CpoKa *u3sHu 6osbHoro.

* YKe CpOPMUPOBAHHBIN PUbpPO3 (CTPYKTYpHbIE U3MEHeHUs) He
MOXeT noasepratbca 0b6patHOMY pas3suUTUO. TYT NOMoxeT
TOJIbKO TPAHCMNAHTALUS AOHOPCKOrO OpraHa.

» CneposartenbHo, nockonbky npu UI@® npouecc
pubpo3006pa3zoBaHUa NOCTOIHHO NporpeccUupyrowmm (

NpaeAa C pasHOU CKOPOCTbHO), NOTUYHO MAKCUMASBHO paHHee
HasHayeHue aHTUMPUOPO3HLIX CpelcTs.
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HenpepackasyemocTb ectectseHHOro TeveHus U@ He
NO3BOSISeT ONPABAATH 3GAEPXKKU B JleYeHUU

MporpeccupoBaHue 3aboneBaHusa y pa3Hbix nayueHToB ¢ UJO!

ObixaTenbHas yHKUMA/ cMMNTOMbI V JO6ocTpeHme

MporpeccuposaHne 3abonesaHns
(MeaneHHoe yxyaLueHune)

‘a \

5 > Yepes obGocTpeHus
bICTPOE YXyALUeHne

0 1 2 3 4
MepgwaHa BbIXKMBa@MOCTU NOCIe YCTAaHOBIEHUA AnarHosa (rogbl)

MporpeccupoBaHUe MOXKET 6biTb 6bICTPbIM UK
me[l/IeHHbIM C 3nu3ogammn obocTpeHuii!

YacToTa oTBeTa MOXKET bbITb Bbillle, €C/U JiIeYeHUe Ha4yaTo
paHo, [10 TOTO, KaK pa3suica HeobpaTumbliii pubpo3s?

bonee PaHHAA AUNArHOCTUKA U Ha4aJ10 JIie4eEHUA MOTyT
YAYULNUTb 4O/ITOCPOYHbIE KITMHUYECKHNE VICXO,,EI,I:I3

1. Ley B etal. Am J Respir Crit Care Med 2011;183:431-440; 2. ATS/ERS International Consensus Statement. Am J Respir Crit Care Med 2000;161:646—664; 3. Cottin V et al. Eur Respir Rev 2014,23:106—

110 KoHrpecc Henoeek u nekapcrso 11.04.2017. Mocksa
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HocTynHOCTb GHTUMPUOPO3HLIX CPeACTB U
ouepefHOCTb UX HasHa4yeHUs

OrbHY
«UHUUT»



Uem onpepengetcs AOCTYNHOCTD
GHTUMPUOPO3HBLIX CpeAcTB

« OpraHusauven nomowm 6onbHeIM UI1® B pernoHe
* ONepaTUBHOCTbHO MECTHbLIX OpraHOB 34PpABOOXPAHEHUS

« Ksanuopukaumen nynbmoHonoros, pabotarowmx ¢ 3Tou
kaTeropmeu 6ONbHLIX
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OuepeaHOCTb HasHayeHus
GHTUMPUOPO3HBLIX CpeCTB.

» TTepeHOoCUMOCTb Npenapara
 loctynHOCTb Npenapara.
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[aHHbIE, KOTOpbIe MOrYT NOMOYb BbI6pPATL AHTUMPUOPOTUUECKUU
areHT Ang uHuumaumm tepanum UINe*

TlepsuIvi BbI6OP TlepsuIvi BbI6OP
HuHTenaHnb Scbpuer
AHamHe3 Tpomboambonmueckmx ocnoxHeHuin/CC +

3abonesaHUA

BbICOKUM pUCK KpOBOTEUYEHUM, Npuem +
AHTUKOArysiSHTOB

AHaMHe3 AepMATOJ1IOrnMyecKknx I'IpO6J'I€M CBA3AHHbIX +
C COoJIHUEM

O6ocTtpeHus NI1@ B aHamHese +
TTepuonepaumoHHsIv nepuoa +
Anneprus kK coe UnNu apaxmcy +

YacToe BO3AericTBUE MHTEHCUBHOIO COJIHEYHOro g
U3syYeHUs (CBS3aHHOro ¢ paboTou UISIU OTABIXOM)

*Skold CM et al. Treatment of idiopathic pulmonary fibrosis: a position paper from a Nordic expert group. J Intern Med. 2017 Feb; 281(2):149-166.
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TTouck anbTepHaTUBLI AHTUMPUOPO3HLIM
NUPPEHNAOoHY U HUHTeaAaHUbY
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JleyeHue UJ1® - yto ganbwe?

The therapy of idiopathic pulmonary fibrosis: what is next?" Vivien Somogyi, Nazia
Chaudhuri, Sebastiano Emanuele Torrisi, et al. Eur Respir Rev 2019; 28: 190021. -
September 30, 2019

+
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TTouckn muueHen ansa papmakoTepanuu
U@ - myku TeopuyecTsa.




OTtBeT Ha AHTUPUOBPOTUYECKOe feveHUue ABnaeTCs FreTeporeHHBIM U
Moxet 6bITb orpaHuUyeH NOBGOUHBIMU 3PPeKTamu, UTo Tpebyer
NOCTOSHHOU HeobXo0aUMOCTU pa3paboTKU HOBBIX TepaneBTUYECKUX
NnoaxoaoB, BKMHOYAA KOMOUHUPOBAHHYHO Tepanuio U paspaboTky

HOBbLIX coeAUHeHUN.

+
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Onopatepon?!
* AKTUBaUMUS beTa-2-pelenTopoB BNUSET NpopubpoTUveckme

cobbITUA B KNEeTOYHbIX NMUHUAX.

* M3yuyeHo BnmnaHue onopatepona Ha KysibTypbl YenoBeyeckmux
prnbpobnacTos U Ha MbIWAX C 6BNEOMULUHOBLIM (PUOPO3OM.

* YCTaHOBMEHO TOpMOXeHue pubpo3oobpasosaHus

Herrmann FE1 Br J Pharmacol. 2017 Aug 15
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Licence to kill senescent cells in
idiopathic pulmonary fibrosis?
YHUUTOXEeHue ctaperowmx knetok npu UJ1@?

. CeHONUTUYeCKWe NpenapaTbl MOryT 6bITh
NnepcnekTUBHOU aAbrOBAHTHOU Tepanueu B IPF

« Eur Respir J 2017; 50 A. A. Mailleux, and B. Crestani
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HAHTEOAHNB
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KombuHuposaHHas Tepanus

« INJOURNEY kombuHuposaHHasa Tepanusa HUHTeAAHUO0M ¢
MUPPEHNAO0HOM MO CPABHEHUIO C OOHUM HUHTeaaHmnbom y 105
nauveHTtos ¢ UI1@ B TeueHue 12-HepenbHoro nepuopaa. (12-HepensHoe
cHuxeHue FVC -13,3 mn npotus -4 0,9 mn cooTtseTcTBEeHHO) B
KOMOUHAUUU YyTb 60nblUE TOWHOTLI U PBOTLI, HO NPUBEPKEHHOCTD
OAUHAKOBA BO BCeX rpynnax.

* TTonbITKMU coveTaTh NUpgeHnaoH ¢ ALILL aanu HeraTUBHLIW 3peKT.

* TTpononxaetcsa uccneposarHme gassr IIb (NCT02951429) : agppexr
KOMGUHUPOBAHHOW Tepanuu CUSIAGHAPUNOM U NUPPEHUAOHOM Y
nauueHTos ¢ nporpeccupyrowmm U@ n puckom nerovHou
rMNepToHUN,
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AKTUBALMUSA MHOXECTBEHHBIX MyTel, BedyLwmx K MUrpaumm
pubpobnacTtos, Nnponupepalmm U aupopepeHLUnpoBKe
MUOPUbPOb1AcTOB, NO3BOSNIUIA BLISBUTbD MHOMOUUCIEHHbIE
noTeHUMUaNbHbIe MOSeKyngapHbIie MULLEHU HOBBIX
TepaneBTUYEeCKUX areHTOB, KOTOpbIe B HACTOAllee BpeMs
UCCNeayroTCa B PAHHUX KITMHUYECKUX UCMLITAHUAX.

+
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AHTUTENa K PaKkTopy pocTa
coeauHutenbHou TkaHU (CTGF or CCN2)

* B uccnenosaHum PRAISE (NCT01890265) 6b1no
yCTaHOBMNEeHO, YTo aHTaroHuct CTGF nampesnymab (FG-
3019) oka3sbiBaeT cylecTBeHHOE BUaHUE Ha TOPMOXeHUue
CHUXeHusa PyHkUUM nerkux y 160 naumeHTos ¢ UJ1@, oaHako
NONHbIE pelieH3npyembie AaHHbIE BCe ele OXUAAOTCS. .

* ObbasrieHoO HaYanNo UCNLITAHUU pasbl ITT.
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Pentraxin (PTX)-2

* TTeHTpakcuH (PTX) -2, TakKe U3BeCTHLIN KaK CbIBOPOTOUHbLIN
amunoua P, asnaetca umpkynupyrowmm 6enkom, KOTOpbIv
CBS3bIBAETCS C MOHOLUMUTAMU U UHTUBUPYET UX AU pepeHLUnaumio
B Npo-pubpo3HbIe PUBPOLUTEI U MAKpOAru, NpoayLmupyrolwme
(PaKToOp pocTa (TGF?-D, TEM CAMbIM cNocobCTBYS 3AXKMUBNEHUHO
3NUTENUS U paspelleHuo pubposa

* ®a3a II uccnenosaHUs NpoaemMoHCTpUpOBANA CYLLEeCTBEHHbIE
3(PEPEKTHI B 3ameASIeHUU CHUXEHUS NerOYHOU PYHKLUUU U
ctabuneHoctn B MWD B TeueHue 24 Hepenb NO CpaBHEHUO C
nnauebo ¢ npuemnemsIm npopusiem 6esonacHocTu. berno
obbsBneHo o 3anycke ucnertaHua gasel IIT ana PRM-151 8 UJ1@
¢ ucnono3osaHmem FVC B kayecTBe nepBUYHOU KOHEYHOU TOYKU U
6MWD B KavecTBe KNHOYEBOW BTOPUYHOU KOHEYHOU TOUKU.
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AUTOTAXIN-LPA MHTUBNTOPBI

* GepmeHTbl ayTOTaKCUHA UTPAIOT K/IKOUYEBYHO PO/Ib B aNONTO3€e
3MUTENINANbHBIX KNETOK N NOBPEXAEHUM 3HA0TENINANbHBIX KNETOK
I('IOCp)e,EI,CTBOM BbICBOOOXAEHMA BUOAKTUBHOWU In30pochaTUAHON KNCOTbI

LPA).

* B uccneposaHum Ppasbi lla (NCT02738801, uccheposaHue FLORA)
6e30nacHOCTb, NePEeHOCUMOCTb, PAaPMaAKOKUHETUYECKUN U
dapmakogmHammyeckum npodunb GLPG1690, ceneKTMBHOro MHrMbuTopa
ayToTaKcuHa M LPA, aHain3npoBanm B TedeHne 12-HeaenbHOro nepmnoaa.
GLPG1690 xopowo nepeHocunca naumneHtamm ¢ 1@ co cxormm c
nnauebo npodunem 6€30nacHOCTU U NpeaBapUTeNbHbIM aHaIN3
3PPEKTUBHOCTU NPOAEMOHCTPMPOBAIN ODHaAEKUBaOWMe pe3y/ibTaTbl B
OTHOLIEHUU NpeKpaleHna cHmxeHua FVC.

* [lpepnonaraeTca mexayHapoaHoe uccnegosaHue (3 ¢pasa)
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PBI-4050

e PBI-4050 npeactaBnaet coboi aHANOr XKMPHON KUCNOTbI CO CpeaHEeN AIMHON Lenw,
NPOABAAKOLWMI CPOACTBO K peuentopam G-6enKka, HaueneHHbIN U UHTMbUpyLoWNiA
MHOKeCTBEeHHble NyTH, yyacTaytoume B pubpose nerkux, Bkatovas MHIIMbnposaHme
CTpEecca 3HA0MN/1a3MaTUYECKOTO PETUKYIYMA U NPOAYKLUUN aKTUBHbIX GOPM
KUCNOPOAA, SNUTE/NINA/IbHO-ME3EHXUMaJIbHbIN Nepexon U PeKpyTMpoBaHue
dubpouutoB / pnbpobnacTos , MurpaLma, pacnpoctpaHeHue n aupdepeHumnaums

* ®a3za ll nccnegosaHuna 40 naymeHTtos ¢ IPF, nonyyaswux PBI-4050 otaenbHO nnuv B
KOMBUHauUnm c aHTMPNOpPO3HbIMK NpenapaTamu, He NOKasana npobnem c
6e3onacHocTblo. [Mpun aToMm Habntoganocb 3ameaneHue nnm ctabnnbHoctb FVC B
TeyeHne 12-HepenbHOro nepmoaa neYeHus ¢ NCnonb3osaHnem 1onbKo PBI-4050 n B

KOMOUWHaUMn c HUHTeaaHNbom
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MccnengoBaHMA C OTPULATEIbHBIM
Pe3y/1IbTAaTOM

* ANTI-LYSYL OXIDASE ANTIBODIES

 ANTI-INTERLEUKIN ANTIBODIES:aHTUTena K IL-13 (1gG4
tralokinumab), IL-13 and IL-4, and lebrikizumab

OrbHY
«UHUUT»



Nayuime nccnegoBaHMA

* LEUKOTRIENE ANTAGONISTS
* PROTEIN KINASE INHIBITORS

* ANTI-INTEGRIN ANTIBODIES
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Tepanna KneTkamu

* Pa3HOObOpa3Hble KNETKM UCMONb3YIOTCA B UCCNEA0BAHUAX MO JIEYEHUIO
IPF, BKAtOYaA anutennanbHble KNeTKU nerkux tuna ll, u pasnnyHole
TUMNbI CTBOJIOBbIX KNETOK, B TOM YUC/1e CTBOJIOBbIE KNEeTKU Nerkux,
NHAYLMPOBAHHbIE NIKOPUNOTEHTHbIE CTBOJIOBbIE KAeTku (UTMCK),
aMbpMOHanbHble cTBONOBbIE KneTKn (ESCs), me3seHxmmasnbHble
cTtBonoBble KneTkn (MSCs) n xuposble cTBosioBble KneTkn (ADSCs).
[lpumeyaTe/IbHO, YTO KaK SIHAOTeHHble aNbBeo/IAPHble
aNUTeNnanbHble, TaK U Me3eHXUMaNIbHble KNeTKU, NONYyYEeHHble U3
KOCTHOIo Mo3ra, Hambonee WMPOKO nccaeaoBaHbl A8 NeYeHus

NI,
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3HAYEHWUE MUKPOBOMA

* [lony4yeHbl cBMAETENbCTBA YKa3blBaloOWMe HA TO, YTO NpU
nporpeccmpoBaHun UJ1®, octpoe yxyaleHne COCTOAHUA, BKAIOYAA
oboctpeHmna NJ1d n cmepTHOCTb, CBA3AHO C U3MEHEHHbIM
MWUKPOBNOMOM C NOBbILLEHHOW BAaKTEPMAZIbHOW HATPY3KOW UK
obunvem nNnaToreHHbIX MUKPOOPraHU3MOB.

* Takum 06pa3om, HaueIMBaHUE Ha MUKPOOMOM, Hanpumep,
aHTUOMOTUKAMM MOTYT ObITb BO3MOXKHOM Tepanuen Ansa 3ameaneHus
nporpeccMpoBaHunA 3aboseBaHunA

* BAMsiHWE KO - TPMMOKCA30a1a UK JOKCULMUK/IUHA Ha Bpems A0
nepBoM rocnuTanmnsauum n / nam Ha CMepTHOCTb OT BCEX MPUYUH
aHanusunpyetca B nuccnegosaHuu ¢asbl Il (NCT02759120)
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JleroyHas peabuantauma

* [Mocne obWMNPHDBIX UCCneaoBaHU B 3ToM 061acTH, nerovyHas
peabunutaumna B HacToALLee Bpema NPU3HaHa HEOTbEMJIEMbIM U
Heob6xoaUMbIM KOMNOHEHTOM JieyeHMA naumeHToB ¢ IPF 1, Takum
obpa3om, ABNSETCA OCHOBHOM XapaKTEPUCTUKON peKOMeHaaUun B
HaUMOHANbHbLIX U MEXXAYHapPOAHbIX PYKOBOACTBAX.
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[TannmaTMBHaA NOMOLLb

* [lannnaTUBHbLIE BMELLATENIbCTBA OXBATbIBAIOT LLUIMPOKUI
TepaneBTUYECKUIM CNEKTP, BKAOYAsA obyyeHue u noaaepkKy
NaLMEHTOB N NNL, OCYLLECTBAAIOLLNX YXO4, paHHee obneryeHue
CMMMATOMOB C LLe/blo YAYYLLIEHUA UAW NoAAepKaHUA KayecTBa KU3HU
NaLWUEeHTOB M NJIAaHUPOBAHUE OKOHYAHUA XU3HU NpUu 3aboneBaHun,
KOTOpO€e HEM3MEHHO NPOrpeccupyer.

Kalensb, oapblliKa, 6eCNOKOUCTBO U Aenpeccusa 4acTo BCTpeyatoTca

npu U1® 1 oKa3biBalOT 3HAYUTE/IbHOE BIMAHUE HA Ka4YECTBO KU3HMU
nauneHToB

* JlomalwHAA OKCUreHoTepanuA
* OnuounAabl Npu Kawne
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KomopbuaHocTb 1 Bo3pacT
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Age group (years)

BonbHbre NI1@ obbruHo ctapwe 60 nerlll

Barnett et al, Lancet 2012
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ConyTcTeytowme 60s1e3HU ToxXe Jleyar, B TOM Y1csie Npenaparamu, BoI3bIBaroWMMKU pUbpos

PacnpocTpaHeHHOCTb KomopbuaHoctm npu U1

Cnuvn anHoe po 91%
3P no 94%

JlerouHasa ru nepteHsusa -

86%

XObNn -67%

Ouaber - 42%
Henpeccuun -49%
TIINA-6%

Cepn. HenoctarouHocTb =
26%

NBC - 68%

Pak nerkux - 23%
MeIweuHas cnabocTs -
CAKponeHus - y Bcex.

Cbstructive sSeep apnoea
55-91%

Gastro- cesopiagenl reflux descase
o094

3-B6%

Chromec obstructive poirmo nany
deaxe 5 67 %

Diiabetes mell ites
10-4T5%

Depres=ion or ammoety
21-43%

Pulmonary embaolism
I-6%

Congestree heart Faibore
4-76%

Sarcopena provalanoe
poory defined but common

King CS and Nathan SD. Lancet Respir Med 2016; Epub ahead of print
) ’ CS and Nathan SD. Epub ahead of print. Copyright © 2016

Reproduced with permission from Lance
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BrninaHue conyTtcTeyrowmx 3a6051eBaHUU Ha
CMebTHOCTb nauueHTos ¢ NJ1P

ConyTtcTByowme OTHOLWEeHne PUCKOB ConyTtcTByowme OTHOLWEeHne PUCKOB
3aboneBaHua 3aboneBaHua
Pak nerkoro 2.833* XOBJ1 1.050

CepaeyHo-cocyaucTbie 3aboneBaHusa un pak
NErkoro — 3To CTaTUCTUYECKU 3HAYUMBbIE

npeanKTopbl CMEepPTU NaluneHTd

* MeguaHa BbIXXMBAaeMOCTU BapbMpoBaaa oT 12 mecaues y NauMeHToOB ¢ 6 KOMOpbuaHocTAMK A0
66 mecaues y nauMeHToB 6e3 KomopbuaHocTen

* P<0.01; T P<0.05. 272 nauueHTa 6b11M onpegeneHbl, M3 KoTopbix 12% He umenn kKomopbuaHoctei, 58% nmenn
o110 3, 130% o014 no 7 KomopbuaHOCTEN, raBHbIM 06pa3om, KapANOBACKYAPHbBIE, 1erOYHble, U
OHKosnorudeckue. NMpouve sabonesaHus CCC 6b1aM, B OCHOBHOM: MOPOK K/lanaHa cepala, cepaedHas aputmus,
AUNsTaumoHHas KapanomuonaTus. Predictive mynbTvBapuaTUBHas moaeb MPoNopLMOHasbHbIX pUckos Kokca.
XOBJ1, xpoHU4ecKas o6cTpyKTMBHadA 60/1e3Hb lerkux; MOPB, racTposszodareanbHas pedatokcHaa 60/1e3Hb 1erkux;
BT3, BeHO3HbIV Tpomboambonnsm; CCC, cepaeuHo-cocyancrad cuctema; Al, apTepuasibHasa runepTeHsus.

Kreuter M, et al. PLoS One 2016;11:e0151425.
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CepaevHo-cocyaucteie 3abonesaHus y
nauueHros ¢ N2

Xota U1d aBnaeTca OCHOBHOM MPUYMHOM CMEPTU Y NALMEHTOB, CTPAAAOLWLMNX STUM XPOHUYECKUM
3aboneBaHunem, npuumHa cmeptn y 30-40% 3THX NALMEHTOB CBA3AHA C APYTMMUM COCTOAHMAMM, TO
eCTb CONyTCTBYOWMMM 3aD0NEBaAHMUAMMN.

OauvH u3 YyeTbIpéx naumeHToB ¢ UJ1® nornbaeTt oT nwuemuyeckom 60one3Hu

cepaua, cepaeyHon HeloCTaTOYHOCTU UIU UX OCNOXXHEHUN

Panos RJ, Mortenson RL, Niccoli SA, et al. Clinical deterioration in patients with idiopathic pulmonary fibrosis:
causes and assessment. Am J Med 1990; 88: 396—404
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TIupPeHuaoH He yBenUuMBAET PUCKA CepAevHO-COCYAUCTLIX HexXeslaTesbHbIX
aBrflieHUA U KpoBOTeueHUU B TeueHue 14 mecaues

5

Proportion of Patients, %

CV: cardiovascular; MACE: major adverse cardiovascular events.

Cardiac arrest

Myocardial infarction

1.4%

B Stroke
B Unstable angina

2.1%

0.6% 1.1%
Pirfenidone Placebho

Glassberg M, et al. Am J Respir Crit Care Med 2016;193:A4980.

Proportion of Patients, %

5-

4.3%

KpoBoTeueHus

Pirfenidone Placebo
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Me)KAYHClpOJJ.HOe cornaweHue no OTGOPY KaHAUAQTOB HG TPAHCTUIGHTAUUIO JNErKux

A consensus document for the selection of lung
transplant candidates: 2014—An update from the
Pulmonary Transplantation Council of the
International Society for Heart and Lung
Transplantation

Weill D, Benden C, Corris PA, Dark JH, Davis RD, Keshavjee S,
Lederer DJ, Mulligan MJ, Patterson GA, Singer LG, Snell GI,
Verleden GM, Zamora MR, Glanville AR

J Heart Lung Transplant 2015;34:1-15

MEDICAL
UNIVERSITY
OF VIENNA
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Konuuectso 6onbHbix UIE, noaseprHyThIX TPAHCMNAGHTAUUU Nerkux

pacteT (XenTeIX UBeT rpaguKa)
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Adult Lung Transplants
Major Indications by Year (Number)
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Transplant Year

For some retransplants, diagnosis other than retransplant was
reported, so the total number of retransplants may be greater.

JHLT. 2014 Oct; 33(10): 1009-1024
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Obnutepupyrowmnin bponxmonmt (OB) nocne TpaHCNAAHTALMN NETKUX —
Hanbosee YyacTaa NPUYNHA CMEPTU NALMEHTOB B TeYEeHUe

MNepBOro roga noc/se TPaHCMNNAHTaLUK

CpepHaa BblxkuBaemocTb npu Ob — 3-4 roga, xoTA

3TU UMPPbI O4YEHb U3MEHYMBDI.
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