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Pesome

[Tpu popmupoBaHum GUOPOTUYECKUX U3MEHEHUI B JIETKMX MHOTHE MHTEPCTULIMAbHBIC 3a001eBaHus jJerkux (M3J1) moryt npuodperarts mpo-
rpeccupyoliee TeueHue. [1o mporHo3y BbIKMBAEMOCTH, PUCKY JeTaTbHOCTU U 0bocTpeHuit Takoit heHotun M3J1 npu oTcyrcTBUM aHTUGHUOPO-
TUYECKOH Tepamuy OYeHb OJIM30K K UAMoNaTiIeckoMy JerouHomy ¢hubposy. B 2020 r. B Poccutickoit Denepanuu pa3pelieHo NCMoIb30BaHKe
aHTUGhUOPOTUIECKOTO TMTperaparta HUHTenanuo npu ¢hudposupyionmx M3J1 ¢ nporpeccupyrommm GudposubiM deroturnoM (ITOD) u mpu U3J1,
CBSI3AHHBIX C CUCTeMHOI1 ckieponepmueil. Leabio pabotel MexnucuuminHapHoro CoBeTa 9KCMEepTOB SIBUIOCh 03HAKOMJIEHHE C OCHOBHBIMU
TIOJIOKEHUSIMU pe3osmioliny MexaucturuimHapHoro Cosera KerepToB o auarHoctuke u jedeHuu M3J1 [TOD. PesyabtaTel. B nexadpe 2020 r.
cocrostics MexaucuumianHapHbiil COBET 9KCIEPTOB, MO pe3y/ibTaTaM paboThl KOTOPOTo pa3padoTaHbl aITOPUTM TUATHOCTUKU U BEIeHUS MaLu-
eHtoB ¢ U3JI ITOD u kputepun otdéopa OOIBHBIX TSI HA3HAYCHUs aHTU(DUOPOTUUYECKON Tepanuu. 3aK/Ii0ueHne. YCTaHOBJICHO, YTO B clydae,
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Asdees C.H. u dp. XpoHunueckue Gudbpo3upyolme MHTEPCTULIMATbHbBIE 3a001BaHUST JIETKUX

korga nipu cranaaptHoit Tepamu U3J1 [TOD knrHNYecKoe COCTOSIHUE TAallMeHTa U JIeTOYHast GyHKIUS 1 / Win GuOpoTHIECKUe U3MEHEHMST
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CHIKEHME JIETOUHOM (DYHKIIMU TIpU O0Jiee COXPAaHHBIX MCXOMHBIX ITOKA3aTesIX.
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Abstract

Introduction. The natural course of some interstitial lung diseases (ILD) is characterized by progressive fibrosing phenotype resembling idiopathic
pulmonary fibrosis (IPF). Until recently, the antifibrotic drug nintedanib was approved for treatment of the only fibrosing ILD which was IPF.
A new indication for this drug which has been registered in Russian Federation in 2021 includes other fibrosing ILDs with progressive phenotype
(PF-ILDs) and ILD associated with systemic scleroderma (SS-1LD). The aim of this publication is to describe general considerations of the decision
of Multidisciplinary Expert Board on diagnosis and treatment of PF-1LDs including SS-ILD. Results. According to the extension in nintedanib use
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mentioned above, the Expert Board created an algorithm for diagnosis and treatment of patients with PF-ILDs and criteria for nuntedanib
administration in PF-1LDs. Conclusion. Antifibrotic therapy is needed for patients with PF-1LDs with the failure of the stanrard therapy. In those
patients antifibrotic treatment should be initiated as early as possible to better preserve the lung function.

Key words: interstitial lung diseases, progressive fibrosing phenotype, nintedanib, antifibrotic, algorithm.
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WNutepctunimansubie 3aboneBanus gerkux (M3J1) — re-
TeporeHHasl rpyrirna 0oje3Hel, B KOTOPYIO 00beIMHEHbI
> 200 pa3nuyHbIX HEOITyXOJEeBbIX 3a00JIeBaHUI JIETKUX,
KOTOpbIE XapaKTEepU3YyIOTCSI MOPaXXeHUeM JIETOYHO-
IO UHTEPCTULINST U TUCTATBHBIX OTIETOB JAbIXaTETbHBIX
nyteii [1]. Muorue U3JI moryT npruobperaTh mporpec-
cupymllee TeueHue, HECMOTPSI Ha aJleKBaTHYIO CTaH-
JIAPTHYIO Teparliio, Py 3TOM IIporpeccupoBaHue 3a00-
JIEBaHUS, KaK IPaBUJIO, CBSI3aHO C IIPOIOJIKAIOIIINMCST
¢undpo3oobpa3oBaHNeM B JIeTOYHOM TKaHU. Takas ¢op-
ma M3J1 B HacTosIIee BpeMsl MOIy4dnsia HauMeHOBaHUe
M3JI ¢ nporpeccupywoiium ¢Gudpo3HbIM (PeHOTUIIOM
(IT®D) [2]. PacipocrparnerHocts U3JT [TOD cocras-
nget okosto 20 6onbHBIX HA 100 000 Hacenenus B EBpore,
win 13—40 % Bcex U3J1 [3—5]. Takoit penorun U3J1
TpY OTCYTCTBUM aHTU(DUOPOTUYECKOM Tepanuu OYeHb
OJIM30K K unuonatudeckomy Jierounomy puoposy (UIJ1D)
10 TIPOTHO3Y, TeMITaM CHIKCHMUS JIETOYHOU (DyHKIIUH,
PUCKY JICTATLHOIO MCX0Aa U 000CTpeHMiA [6].

ITo naHHbBIM uccnenoBaHui 3PHEKTUBHOCTU HUHTE-
nmann6a ipu MJI® moka3aHo, 4To IpU paHHEM Hadale
aHTUHUOPOTUYECKOI Tepanuu y OOJbHBIX, TOKa3aTeb
dopcupoBaHHOI XKK13HeHHON emKocTH Jerkux (DXKEIT)
KOTOPbIX cocTaBisieT > 90 % . COMPOBOXAAETCH TAKUM
K€ 3aMeIJICHUEM ITPOTPEeCCUPYIONIETO CHIKEHUS JIETOU-
HOM (PYHKIMM, KaK 1 Ha 0oJjiee TTO3THUX CTaausIX 3a00-
nesaHus [7]. B mocnenHue roabl BHITOJHEHBI 2 KPYITHBIX
PaHJIOMU3UPOBAHHBIX IBOMHBIX CJIETIBIX TUIAIe00-KOHTP-
OJINPYEMBIX MHOTOIICHTPOBBIX MCCIIeIOBaHUST 3(D(HEKTUB-
HOCTHU HUHTeAaHuOa y 6oibHbIX ¢ 3] Ha (poHe cuctem-
Hoii cknepoaepmun (CCJ) (uccnenoBanue SENSCIS) [8]
u npyrumu U3J1 TIOD (uccnenosanne INBUILD) [9],
TI0 pe3yIbTaTaM KOTOPBIX J0Ka3aHO 3(peKTUBHOE 3aMe/I-
JICHUE CHIDKEHUS JISTOYHOM (PYHKIIMK Ha (poHE Teparnuu
HUHTEAAHUOOM 1O CpaBHEHMUIO ¢ Taledo — Ha 41,0 mia
B ro (95%-Hblit noBepuTeabHbIN nHTEpBal (JIN) — 2,9—
79,0; p =0,04) (SENSCIS) [8], Ha 107 mi B rox (95%-Hblit
IOHN — 65,4—148,5; p < 0,001) — Bo Bceii momysisiiium 601b-
Heix U3J1 TIO® (INBUILD) u Ha 128 mut B rox (95%-Hbrit
A — 70,8—185,6; p < 0,001) — y 60abHbIX U3JT TIDOD

C TIATTEPHOM OOBIYHOI MHTEPCTULINATLHOM ITHEBMOHUH

(OUII) mo maHHBIM KOMITBIOTEPHOI TOMOTpachuM BBICO-

koro paspeueHusi (KTBP) nerkux, u Ha 75,3 M B rog

(95%-wprit AN — 15,5—135,0) — y mariueHTOB ¢ ApyruMU

matrepHamu [9]. B uccremoBanuu INBUILD oTtmeue-

HO TaKXXe CHIDXKEHUE OTHOCUTEJIbHOTO PUCKA Pa3BUTHUS

[EPBOro 000CTpeHMs Wi cMepTH Ha 33 % (95%-Hblii

I —0,36—1,24) [9].

Kputepuu nporpeccupoBanust puodposupyrommx M3J1
copmymupoBansl B ucciepoanuu INBUILD u onenu-
BaJIKCh B TeUeHUe 24 Mec.:

+ otHocuTtenbHOe cHIkeHne M2KEJT Ha > 10 %ﬂm_;

* orHocutenbHoe cHIKeHne @XKEJI na > 5 < 10 %Ho_m
U YXYIIIEHNE PeCTTMPATOPHBIX CUMIITOMOB;

* orHocutenbHoe cHkenne GXKETna >5<10%
1 YBEeJIMIEHWE PpacIipOCTPaHEHHOCTH (prOpo3a o JaH-
HbeiM KTBP;

*  YXYOIICHWE PEeCITMPAaTOPHBIX CUMIITOMOB U YBEJIM-
YyeHMUe pacrpocTpaHEHHOCTU (pudpo3a 1Mo JaHHBIM
KTBP [9].
dubpoTrueckue naMmeHeHus mo faHHbIM KTBP ner-

kux nipu U3J1 TTOD moryT nposiBASIThCS KakK MmaTrep-

HoM OMUII, tak u npyrumMu narrepHamu: Hecrieurduye-

ckoii OUTI, bubpo3upyoUIero runepuyBCTBUTEIBHOTO

MMHEBMOHMUTA, opraHusyolleiics nHeBMoHuu. ®ubpo-

tnyeckue ndmeHeHust Ha KTBP nerkux mpu CCJI moryT

BkutouaTh rarrepHbl OUTI, Hecnietmduueckoit OUTT wimn

OPTaHU3YIOIIEICST THEBMOHUM.

Ha ocHoBanum pesynabtaToB uccienoBanus INBUILD
B Poccuiickoit @enepaunu B 2020 1. 3aperucTpupoBaHbl
HOBbBIE TOKa3aHUsI K Ha3HAYEHUIO MpernapaTa HUHTeaa-
HUO — JUIS JICUCHUS U 3aMeUIEHUST TIPOTPECCUPOBAHUS
WJI®, CCI U3 u apyrux U3JT [IOD* [10].

B nexa6pe 2020 r. co3Ban MexnucunuruimHapHbiii Co-
BeT aKcnepToB Poccuiickoro pecnmparopHoro ooiiecTna
MPY YJACTHH BeAYIIUX ITyJIbMOHOJIOTOB, PEHTTE€HOJIOTOB
n peBmaTonoros Poccuiickoit @enepannu. B nanHoit
cTaThe MPUBEACHBI OCHOBHBIC TTOJOXKEHUST MPUHSITOMN
pesoonuu MexauciuminHapHoro CoBeTa 3KCIepTOB
o nuarHoctuke u jeueHun M3J1 TTOD.

* TocymapcTBeHHBIIT peecTp JeKapCTBEHHBIX cpeacTB. MIHCTPYKINS 10 METMIMHCKOMY MPUMEHEHITIO JieKapeTBeHHOTo nperapata Baprated®. [loctymHo Ha: http://grls.rosminzdrav.ru/Grls_
View_v2.aspx routingGuid=89d81e79-6176-4356-8184- 1cd22b600c Ta&t [ 1ata obpamennst: 19.03.2021].
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W3meHeHus no paHHbIM ®B[]  KTBP (nepBuyHbIe)

lMosTOpHOE 0GCREAOBaHMe
yepes 3-6 mec.

na

\

B YBennyeHue puBpoTMHECKMX N3MEHEHUI No AaHHbIM KTBP
W | NK yxyALEHne KNMHAYECKOM CUMNTOMATUKH,

KnnHnyeckn ctabunbHoe cocTosiHue

y Aa

HeT ®B[
KTBP

a ®B[ He pexe 1 pa3a B rog,
A KTBP He pexe 1 pasa B rog
> Wamenenune PXEN no cpaBHeHUO
C NpeabiAywWmMM 06cneaoBaHueM

n | vnn chmxenmne DL, 215 %

HWHTEAHUB <

PucyHoK. AITOpUTM AMAarHOCTUKY U Teparuy UHTEPCTULIMAIBbHBIX 3a00/1€BaHUI JIETKUX C MPOTrPEeCCUPYIOIIMM (DEHOTUIIOM

IMpumeuanue. N3J1 — unrepcTuninanbHoe 3aboeBanue gerkux; ®BJI — dyukimst BHenHero abixanus; ®XKEJT — dopcupoBaHHast KM3HEHHAst EMKOCTh
serkux; KTBP — kommnbiotepHas Tomorpadust BbICOKOro pasperiennst; DL — miuddy3nonHas ciocoOHOCTb JIETKMX [0 MOHOOKCHILY YIJIepOia;

* — 7151 MALMEeHTOB ¢ MHTEPCTULIMATIbHBIMU 3200JIeBAHUSIMHU JIETKUX, CBSI3AHHBIMU C CUCTEMHOI CKJIEpOepMUeii.

Figure. An algorithm of diagnosis and treatment of chronic fibrosing interstitial lung diseases.
Notes: *, for patients with interstitial lung disease associated with systemic scleroderma.

Pesynbrathl

MexaucuurimHapHbiM COBETOM 3KCIEPTOB pa3paboTaH
anropuTtM orbopa nauueHToB ¢ U3JI TIOD, koTophie
HYXIalOTCS B HAa3HAUYCHUH aHTU(PUOPOTIIECKON TepaITim
(CM. PUCYHOK).

IMpu nepBuuHOM obcnegoBaHuu 6onbHoro ¢ CCJI
M3JI BIsiBNIEeHUE (pUOPOTUUECKUX U3MEHEHUI 110 JaHHBIM
KTBP («cotoBoe» nerkoe u / Win TpaKIIMOHHbIE OPOH-
x03KTa3bl) co cHikeHrnem MXKEJT < 70 %WX‘ n 1nddy-
3MOHHOM CITOCOOHOCTH JIETKMX 110 MOHOOKCHUY yIjiepoaa
(DL_,) <60 %Hm_ SIBJISIETCS TIOKA3aHMUEM K HEOTJIOXKHOMY
HazHauyeHU10 aHTUUOpoTHUYecKoii Tepanuu. [1pu 6osee
COXpaHHOU JIerouyHoi (pyHKIMU Ha poHe GudbpoTHIE-
ckux uameHenuit o naHubiM KTBP nmaumnenty ¢ CCJ1
M3JI pekoMeHA0BaHO MTOBTOPHOE 0OCIeNOBaHUE Yepes3
3—6 mec. [1pu HapacTaHuu GUOPOTUUECKUX U3MEHEHUIA
o nanueiM KTBP, 1 / unum yxyaimeHun KIMHAYECKOM
CUMIITOMATUKU, U / Wi AajabHeiem cHkeHun O2KEJT
Ha 10 %, u / unu DL Ha > 15 % HeobxoaMmo Ha3Hayve-
HUe aHTU(UOPOTUYECKOU Tepanuu.

Ecnau npu nepBuyHOM 0o0Cjieq0BaHMUU MO JaHHBIM
KTBP u nerouHoii ¢ynkuuu y 6oasHoro CCJI oTcyTeT-
BYIOT UBMEHEHUST U COXPaHSIETCST KITMHUYECKN CTAOMIIBHOE
COCTOSTHIE, PEKOMEHIYETCST PeryJIIpHOe MOHUTOPUPOBA-
nue KTBP (e pexke 1 pa3a B rom) u IeroyHoO (GyHKIIUN
(He pexe 1 pasza B ron).

Mauuenrtam ¢ npyrumu U3J1 TIOD antududbpoTtn-
yecKasl Tepanus IOoKHA Ha3HAdaThCs MPU CHUKCHUU
®XKEJI Ha > 10 % 1o cpaBHEHMIO C pe3yJbTaTaMu IIpe-
JBIIYIIETO UCCIeT0BaHUsI BHE 3aBUCMMOCTHU OT IMHAMM-

KU OpyTHX MoKazaTeneit, mubo mpu cHmkeHnu O2KEJT
B MeHbluei crerneHu (Ha < 10 % 110 cpaBHEHMIO C pe-
3yJIbTaTaMM MPEAbIAYIIETO UCCIeI0BaHMSI), HO OMHOBpE-
MeHHOM cHkeHur DL Ha > 15 %, 1ubo HapacTaHUn
dubpoTrueckux nameHeHui mo naHubiM KTBP, n1u6o
VXYOIIEHUH KJIMHUYIECKOTO COCTOSTHMS.

3aknioyeHue

Takum o6pa3oM, cerogHs MOXXHO Ha3Ha4aTh aHTU(PUOPO-
TUYECKYIO TepaIio HUHTEIaHMOOM He TOJIbKO rpu NJID,
Ho 1 ripu npyrux [1OD N3], korma ctaHzapTHAs TepaTvst
He TIPUBOANT K CTAOMIM3ALINHT KITMHIYECKOTO COCTOSTHUS
MMaIeHTa, JISTOYHOM (YHKIUY 1 / WK (pUOPOTUIECKIX
n3MmeHeHnit Ha KTBP nerkux. Haunnast antuguodpornue-
CKYIO Teparuio B BO3MOXHO 0oJiee paHHUE CPOKU 3a001e-
BaHUSI, MOXKHO 3aMEeUTUTh ITPOTPECCUPYIONIee CHIDKEHIE
JITOYHOI (DYHKIIMU TIpU 00JIee COXPAaHHBIX MCXOMHBIX
MoKa3aTesix.
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