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XpoHuyeckue thubposupytouue
WHTEepCcTULUMANbHbIE 3a00NeBaHusA NEerkux
C nporpeccupyrowum eHoTUNoMm

J1.N. Ananbesa’, C.H. Aspees?, W.E. Tiopund, A.M. Jluna * AWN. 3arpe6neBa*, AJI. MacnsiHckuin®,
C.A. Tepnuropes®, U.B. Ctenanan’, EJI. Jlawuna®, 0.B. Bacunbesa*, 0.C. Jlykuna®,
E.C. Mepwuna', AA. Knumenko*, HA. WocTak*, EJI. HacoHoB'?

TIpo6Gaema hbuUOPO3UPYIOIINX UHTEPCTUIIMATBHBIX 3a00eBaHMii Jerkux (M 3J1) o0beanHsIeT CrienaaIucToB pa3HbIX
o0JacTeii: MyJIbMOHOIOTOB, PEHTTEHOJIOTOB, TEPATIeBTOB, PEBMATOJIOTOB, PoGhaTonoros u np. CoBpeMeHHbIe
TOCTYDKEHUST B M3ydeHuu dhudposupytonmx M3J1, cBsizaHHbIE ¢ pa3paboTKOl UMMYHOJIOTHUECKUX U MOJIEKYIISIPHO-
OMOJIOTMYECKUX METOIOB OMPe/ieIeHNsI OMOMapKepOB, HOBBIX MTPUHIIUTIOB UMUIXK-TUATHOCTUKY MATOJIOTUH JIETKUX,
TIOMCKOM HOBBIX T€PAMEBTUUECKUX «MUIIEHE», NUKTYIOT HEOOXOIMMOCTb MHTETPAIlNU 3HAHUH CTIELIUATNCTOB pa3-
JIMYHBIX 00J1acTeil MEMUIIMHBI [JIS1 COBEPIIICHCTBOBAHMSI AJITOPUTMOB (hapMaKOoTepanuu, HarpaBleHHBIX Ha TOIaB-
JieHue mporpeccupoBanus Gpubdposa gerkux nmpu M3J1, yaydineHre KauecTBa U yBEIMUSHUE MPOAOIKUTEIbHOCTH
JKU3HM MAlEHTOB.

KimoueBble clioBa: UHTEPCTUIIMATBHBIE 3200I€BaHMSI JIETKUX, UMMYHOBOCTIATUTEIbHBIE PeBMaTHUECKUe 3a00eBa-
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CHRONIC FIBROSING INTERSTITIAL LUNG DISEASES WITH PROGRESSIVE PHENOTYPE
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The problem of fibrosing interstitial lung diseases (ILDs) unites specialists from different areas: pulmonologists,
radiologists, therapists, rheumatologists, occupational doctors and others. Actual achievements in studying fibrosing
ILDs which are connected with development of immunology and molecular biological methods for the determination
of biomarkers, new principles of image-diagnostics of lung pathology, search of new therapeutic “targets”, dictate

the necessity of integration of knowledge by specialists from different areas of medicine for improvement pharmaco-
therapy algorithms. These algorithms directed to decrease fibrosis progression in ILDs, improve quality and increase

lifespan of the patients.

Keywords: interstitial lung diseases, immune-inflammatory rheumatic diseases, antifibrotic therapy, nintedanib
For citation: Ananieva LP, Avdeev SN, Tyurin IE, Lila AM, Zagrebneva Al, Maslyanskiy AL, Terpigorev SA,
Stepanyan IV, Lashina EL, Vasilieva OS, Lukina OS, Pershina ES, Klimenko AA, Shostak NA, Nasonov EL.
Chronic Fibrosing Interstitial Lung Disease with Progressive Phenotype. Nauchno-prakticheskaya revmatologiya =
Rheumatology Science and Practice. 2020;58(6):631—636 (In Russ.).

doi: 10.47360/1995-4484-2020-631-636

WHrepctulmanbHble  3a00j1eBaHUs  JIer-
kux (M3JI) mpencraBasitoT coOoii TeTepOreHHyIo
rpymimy 3a0oJieBaHMIA, XapaKTepPU3YIOLIyIoCs pas-
JIMYHBIM TeueHreM U mporHo3oM |[1]. ITpoGmembr
IMArHOCTUKM, OCOOEHHOCTENl TEYEHMUsI, CKOPO-
CTH TIporpeccupoBaHus u (apmakorepanun 31
B HacTosIlee BpeMs SIBIISTIOTCSI TIPEAMETOM WMH-
TEHCUBHBIX MccienoBaHuii [2, 3]. KoHnconmunmauus
CTIEIIMATMCTOB Pa3HbIX oOJlacTell KIMHUIEeCKON
MEIUIIMHBI, WCIOJb30BaHUE BBICOKOMH(bOpMa-
TUBHBIX METOIIOB JIy4eBOI TMATHOCTUKU, B TIEPBYIO
ouepeb KOMITBIOTEPHOM TOMOrpacduy BBICOKO-
ro paspeuieHusi (BPKT), coBpemeHHBIX Jabopa-
TOPHBIX, MOP(OJOrMYeCKUX U (PYHKLIMOHATbHBIX
METOIOB OOCJIEIOBAHMSI CYIIECTBEHHO YIIYUIIIM-
mm KayectBo muarHoctuku M3J1 [4, 5]. B utoHe
2020 roma 6bUT IPOBENCH SKCIIEPTHBIN COBET, B KO-
TOPOM TIPUHSUIA Y4ACTHE BEMYIIME CIICLUATNCTDI
B 00JIACTH TTyJIbMOHOJIOTUH, JTy4eBOM TUAarHOCTUKI
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U1 PEBMAaTOJIOTUHM, 1IEJIbI0 KOTOPOTO OBLIO Onpene-
sneHne kpyra ¢uoposupytommx M3J1 ¢ nporpec-
CUPYIOIIIMM (DEHOTUIIOM, pa3paboTKa KpUTEpHEB
MpOrpeccUpoBaHMS 3a00IeBaHUI 1 aJITOPUTMA Ha-
3HaUeHUS aHTU(PUOPOTUIECKUX TIPETTapaToB.
Baxnyio poib B OUArHOCTUKE JIETOYHO-
ro ¢Gubpo3a M OLEHKU CKOPOCTU €ro Mporpec-
CUPOBaHUS Y MaMeHTOB ¢ pazinuHbiMu M 3J1 ur-
paer BPKT [6, 7]. Boimenenue KT-naTrepHoB,
COOTBETCTBYIOLIMX OIpeAeIeHHbBIM Mopdoso-
TMYECKUM M3MEHEHUSIM B JIETOYHOM TKaHU, TO-
3BOJIJIO OOOCHOBATh «BEPOSITHOCTHBIM» MOIXOM
K IMarHody ¥ BO MHOTHX Clydyasix OIpeaesseT
TaKTUKY JaJbHEWIIEro o0caenoBaHUsl TallUeH-
Ta. BaxubiM 1marom B pasputun KT cemMuoTu-
ku M3JI okazanoch BBIIEIEHUE TaKMX IPHU3HA-
KOB JIETOYHOTO (pubpo3a KaK «COTOBOE JIETKOE»,
TpaKIIMOHHBIC OpPOHXO3KTa3bl, HapylIeHUE Jie-
TOYHOM apXUTEKTOHUKH, YMEHBIICHHE JIETOUHBIX
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00beMoB. ClrielylolM BaKHbIM 1IarOM B pa3BU-
THUW 3TOTO HAIPaBJICHUS MOXHO CUMTATh pa3pa-
0OTKY CTaHAapTU3UPOBAHHOM KOJMYECTBEHHOM
OLICHKW U3MEHEHMI B JIETOUHOU MapeHXruMe Mpu
M3JI, ocobeHHO BaXKHOM IJIg pellieHusT 3aaady
NMHAMUYECKOTO HAOJIOACHUS 3a TeueHueM 00-
JIE3HU.

ITpu uzyyeHun mpoieccoB hpruOpPoO3npoBa-
HUSI JIETKUX YCTAHOBJIEHO CYIIECTBOBaHUE 00-
IIAX MEXaHU3MOB €ro IPOTPECCUPOBAHUS TIPU
pasnmuunbix M3J1 [8]. CkopocTh mporpeccupo-
BaHMS JIETOYHOTO (hrbOpo3a U CBA3AHHBIX C HUM
pEeCTIMpPaTOPHBIX (PYHKIIMOHAIBHBIX HapYIICHUN
npu pasHbix M3JI cyliecTBeHHO pazauyaercs.
[Tpu 3TOM BBIIEACH OTACABHBIN cyoTUN ((heHO-
TUM), onpeaenstomuiicsa kak «M3J1 ¢ mporpec-
CUPYIOLLIMM JIETOUYHBIM (hUOPO30M», KOTOPBIi
BcTpevaercst y 18—32% Bcex Gonbubix M3JT [9].
Cpenu xponmnueckux M3J1 nambosee Hebaro-
MPUSITHBIM TEUYCHUEM XapaKTepU3YeTCsS WIMO-
MaTUYECKUiA JIerouHblll ¢udpos (UJID), mpu
pasBuTHK KOTOPOro 50% BBIXKMBAEMOCTh MAally-
eHTOB cocTaBiseT He 6osee 3 yer [10]. Cpenu
npyrux xpoHuueckux M3JI Takxke BcTpeuaroTcs
rporpeccupytonye GopMbl MOpakeHUs JTETKUX,
KOTOpbIe UMEIOT cXoxyio ¢ MJID ckopocTh pa3-
BUTHUST (DYHKLIMOHAIBHBIX HApYIIEHUI BCIEACT-
BUE HEKOHTPOJUPYyeMOro (pubpo3000pa3oBaHMsI.
K HuM oTHOCsTCSI Kak uauornaruyeckue Gop-
Mbl M3J1 (B mepBylo odepenb MaumomnaTuyeckas
Hecnenuduyeckass MHTEPCTULIMAIbHAST TTHEBMO-
HUST), TaK M XPOHUUYECKUN TUIEPUyBCTBUTEIIb-
HBIIf THEBMOHUT, CApKOMI03, TTOPaKEHME JIETKUX
P MMMYHOBOCHAJIIMTEIbHBIX PEBMATUICCKUX

3aboneBanusix (MBP3), a Takxke mnpodeccro-
HaJIbHbIe 3a00JieBaHUsI JIETKUX (ITHEBMOKOHMO-
3bl), rpynna Hekaaccuduuupyembix U3J1 u ap.
[11] (puc. 1).

Hanomuum, uro MBP3 — rereporeHHas
rpymnmna 3a0oyieBaHMil, KOTOpasi XapaKTepu3zy-
€TCsl TPOTPECCUPYIOIINM TEYeHUEM, YaCThIM
pa3BUTHEM KOMODPOWAHBIX 3a00JTeBaHUN U He-
OJIaronpUSITHBIM TIporHo30oM [12, 13]. K HuM ot-
HOCAT peBMaTtouaHbiii aptput (PA), cucteMHyto
ckneponepmuto (CCJl), unuonatuyeckue BOC-
nanurenbHble Muomnatuun (MBM), cucreMHyto
kpacHyio BosyaHky (CKB), cunapom Illerpena
(CI), antudochomunuanbiii cuHapom (ADC)
U CHUCTEMHBbIE BACKYJIUTBI, aCCOLMMPOBAHHBIE
C aHTUHEUTPOMUIBHBIMU LUTOIIA3MATUYECKH -
mu aHtutenamu (AHLA-CB). Ilatonorust pe-
criupatopHoro TpakTta mpu MBP3 xapakrtepusy-
€TCsl MOPaKeHNEM TUIEBPhI, OPOHXOB, Pa3BUTHEM
JIETOYHOU apTepuanbHOil runepreHsun u M3J1
U paccMaTpUBAeTCsT KaK OHO M3 YaCThIX KITMHU-
YeCKM 3HAYMMBIX TIPOSIBIICHUN 3THX 3abojeBa-
Huii [14—16].

TIpu CCH WU3J Bcrpeuaercs y 65—80%
OOJIbHBIX U OTJIMYaeTcsl OOJbIIMM pa3HOOOpa3u-
€M TI0 CTEINeHU TSDKeCTH, KakK IMPaBUJIO, BO3HMU-
KaeT B TMepBbIe Iofibl O0JIE3HN U OOBIYHO Xapak-
TepusyeTcss MEUICHHbIM —TPOTPEeCCUPOBAHUEM.
OnHako y 15% mnaumenroB ¢ CCJl HaGmiomaer-
cs owicTpoe mporpeccupoBaHue M3J1, uto cyiie-
CTBEHHO YXYIIIAeT MPOTHO3 3abosneBanust [17].
Pacnipoctpanennocts M3J1 mpu MBM cocrtabisi-
et ot 30 10 80% [18,19]. OcHOBBIBasICh HA KITMHK-
YeCKUX, MMMYHOJIOTUIECKUX U TUCTOJIOTHUECKIX

| MuTepcTuumansHeie sa6onesanus nerkux (U311)|

Manonatuyeckue AyTOoMMMyHHas TMNepYyBCTBUTEbHbII
MHTepCcTULMarbHble MHTEepcTULMarnbHas NHEBMOHUT Capkoungos Opyrne N3N
NHEBMOHUU NMHEBMOHUS
V|,D,V|0r|aTVILIeCKVIe MHTepCTmumaanag nan . J'ImmcpaHrmoneﬁommomaToa
TeroyHbIvi rMbpo3 NMHEBMOHUS >| npw peBmatongHom * [MCTNOLMTO3 KNETOK
C ayTOUMMYyHHbIMU  [< apTpuTe NaHrepraHca
Manonatuyeckue yepTamm * N3/, accounnpoBaHHoe
Hecneumdunyeckas W31 npu cuHapome C NeKapCTBEHHbIMM NpenapaTamm
MHTEpPCTULManbLHas LerpeHa * N3N, cBsizaHHoe
MHEBMOHUA C ApYrMMmM dhakTopamm BHELLHe
A —— W31 npu cucteMHon cpenpl
patop n KpacHOW BonyaHke * I3, cBA3aHHbIE
BPOHXMONNUT — nvonaTtuyeckas
< nnmcpounaHast C BacKkynuTamu/rpaHynemaTo3om
vHTepcTMLManGHOS > V311 npu nonmmmnoante/ | | * Bpyrue peakue dopmbi U311
3abonesaHue nerknx MHTepcTMUManbHan fpy NonUMMo3nT
NMHEBMOHUSI AepMaToMno3uTe
[leckBamaTnBHast
UHTEpCTUUManbHas [« VignonaTuieckmii M3J1 npu cuctemHoi
NMHEBMOHUS nnespo- ckrnepogepmuu
% >| napeHxvumatosHbIi
punToreHHas hnbBposnactos W3J1 npu cmeLaHHbIx
opraHusytolascs [« > 3aboneBaHuUsix
NMHEBMOHUSI COEVHUTENTbHON TKaHu
Heknaccuduunpyemble
Ocrtpasi navonaTuyeckue V3IT npu apyrix
VHTepcTUUManbHas [« VHTEpCTULMarnbHble > 3260MeBaHMNSIX
NHeBMOHNA NHeBMOHIN COE/IMHUTEIIEHON TKaHM

Puc. 1. BapnaHTbl MHTEPCTULMAIIbHBIX 3a0016BAHNI JIErKUX
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XapaKTepUCTUKAX, BBIACISIOT IITh TUioB MBM:
nepekpecTHble (overlap) MUO3UTHI, CBSI3aHHbIE
C CUCTEMHBIMU 3200JI€BAaHUSIMU COSIMHUTETBHON
TkaHu (C3CT), sBnstoniecs: Haubosee pacipo-
CTPaHEHHOIl Tpymnmoii; aepMaToMUO3UThl (JIM);
VMMYHOOIIOCPEIOBAaHHAsI HEKPOTUYECKass MUO-
TaTHsl; CIIOPaANYeCKUii MUO3UT C BKITIOYEHUSIMU
u nomumuosut (ITM) [20, 21]. Tpu mociaenHUx
THUTIA TIO OOJTBINIEHT YaCTH OTPAHIYEHBI TTOPAKEHU -
eM mbim. Pazsutue M3J1 Hanbosee yacTo acco-
uuupyetcs ¢ 1ByMst u3 nsatu rpynn UBM: nepe-
KPECTHBIM MUO3UTOM M HEKOTOPBIMU TIOATUTIAMU
JOM, u accolmupyeTcs ¢ BbISIBICHUEM MMO3UT-
crienM@UIeCKNX U MUO3UT-CBS3aHHBIX aHTUTEN,
TaKMX KaK aHTU-Jo-1 M JIpyrMx aHTHCUHTETa3-
HBIX aHTUTeN, aHTU-PM-Scl, antu-RNP, anTtu-
Ku u np. BaxHo orMeruts, yro pasButue M3J1
Habmonaercst B 90% ciydaeB y OOJBHBIX ¢ aMU-
omnatuyeckuM JIM c¢ ayroanturenamu Kk MDA-5
(melanoma differentiation-associated gene 5), oco-
OCHHO B a3UATCKUX IMOMYISNsX [22]. CMmelaHHOe
3a00J1eBaHNe COENMHUTETLHON TKAHU — 9TO KJIH-
HUKO-UMMYHOJIOTUIECKUIT  CUHIPOM  CHCTEeM-
HOTO TIOpaXKeHUsI COCIMHUTEIHON TKaHU BOC-
MAIMTEILHOTO  XapakTepa,  MPOSIBISIONIMIACS
couetaHueM otaenbHbIX pusHakoB CKB, CCI,
PA, TIM ¢ nHanmuumem antuten K antu-Ul1-PHII
B BBICOKMX TUTpax, Ipu KOTopoM B 75% ciyda-
€B BBISBIISIETCSI TTOPAXEHUE JIETKUX, B TOM YHUCIIe
C pa3BUTHEM JIETOYHOTO MaTTepHa — Hecrenudu-
YeCKOM MHTEPCTULINATBHON MHEBMOHUU € (op-
mupoBaHueM ¢dubpotnaeckux M3JI mporpeccu-
pyroiiero xapakrepa B 25% cnyuaes [23, 24].

N3J1 sBnsteTcst BTOpOii O 9acToTe KOMOP-
OuAHOI TmaTtoyiorueil (mocjie arepocKIepoTHU-
YECKOro ImopaxeHus cocynos) mpu PA [25, 26].
ITpu nposenenun BPKT nerkux y 6oibHbIX PA
yalie BBIABISACTCS OOBIYHAS WHTEPCTUILIMAITb-
Hast THeBMoHus (37%), 4yeMm Hecnenmduueckast
uHTepcTuianbHas (30%) u opraHusyoolnascs
(17%) nmHeBMOHMU, YTO OIPEIEISIET IPOrPeCCu -
PYIOIIMI XapaKTep MaTOJOTUU JIETKUX U MEHb-
LIYIO MPOJIOJDKUTEIBHOCTD XKU3HU MaliieHToB PA
¢ U3J1, gyem 6e3 U3J1 [27].

B Hacrosmiee Bpemsi ocoboe BHUMAa-
HUE TIPUBIIEKAET CXOXECTh TATOJOTUM JIETKUX
npu COVID-19 (coronavirus disease 2019) [28,
29] u UBP3 [30], a TakKe MHTEPCTULIMAIBHOMI
IMHEBMOHUU C ayTOMMMYHHBIMU TIpU3HaKaMu
(UTIAIT) [31—33], nas1 KOTOpoii XapaKTepHO 00-
HapyXeHHWe IIHUPOKOTO CHEKTPa aHTHUSIIEPHBIX
AHTUTEI.

Pa3Butne kak Hecneuuduyeckoir WH-
TepctuMaibHoii mHeBMonuu (HCHUII), Ttak
u ¢opMUpoBaHUE OOBIYHON WHTEPCTUIUATD-
Hoii mHeBMOoHMM (OWII) BcTpewaercs Tipu
pazmmuHbelx ¢dopmax M3JI m ompenenser de-
HOTHUIT TIporpeccupyomero ¢Guodposa ¢ BBICO-
KM YypOBHEM CMepTHOCTH, cxoxum ¢ WNIID
[34], TtpeOyouMii Ha3HAUYeHUSI CBOEBPEMEH-
HOW  aHTU(DUOPOTUIECKOW  Tepamuu, Tep-
ByI0O OdYepelb C MCIOJIb30BAaHWEM HHUHTEJAHM-
0a [35]. HamoMHUM, 4YTO HUHTEAAHUO SIBJISIETCSI

HU3KOMOJIEeKYTIpHBIM AT ®-KOHKYPEHTHBIM WH-
TMOMTOPOM DPELENITOPHOM TUPO3UHKMUHA3BI pe-
uentopoB FGFR 1-3 (fibroblast growth factor
receptor), VEGFR-2 (vascular endothelial growth
factor receptor), PDGFa u B (platelet-derived
growth factor) u HepelenTOPHBIX TUPO3MHKMHA3
ceMeiicTBa Src. DTH TOYKU MPUITOXKEHUS HUHTE-
JIaHW0a OMpPENeNSIIOT BIMSHME Ha TaKue OOIIue
naroreHeTudeckue MmexaHusMbl M3J1, kak sHI0-
TeHHAas U IUTOKUH-UHIYLIMPOBAHHAS aKTUBALIS
(budpobnacToB, akkymyssiius muocpudpobdia-
CTOB M OTJIOXEHHE KOMITOHEHTOB SKCTpallel-
JIIOJISIPHOTO MaTPHUKCa B COSMMHUTETBbHOM TKaH!
Jlerkux [36].

DddekTuBHOCTD aHTU(GUOPOTUUYECKOM
Tepaluy HUHTEAaHUOOM Yy OoJbHBIX ¢ WMJID
OblIa JO0Ka3zaHa B PaHIOMU3MPOBAHHOM ILIa-
1e6o-KoHTposupyeMoM wuccienoBanuu (PKI)
INPULSIS, mponeMOHCTpUpOBaBILIeM 3aMejie-
HUE CKOPOCTU CHIXKEHUS (POPCUPOBAHHON K13~
HeHHoit emKkocTu jterkux (P2KEJT) Ha poHe neve-
Hust 9TUM ripeniapatom [37, 38]. B PKM SENSCIS
OBLTU TOJTyYeHBI JaHHBIE O 3aMeJIeHNU Ha (hoHe
Tepanuu HUHTeTaHNOOM TIPOTPeCCUPOBAHUS Jie-
royHoii nuchyHkuuu y naumeHtos ¢ M3JI mpu
CCI [39, 40]. Pesyabratel PKU INBUILD [41,
42], B KOTOPOM HUHTeAaHMO Ha3Hayajacs Ipu
paznuuHbix M3J1 ¢ mporpeccupylommM Jjerod-
HbIM (prbpo3om (mpu 3Tom NJID 6buT AarH030M
WCKJIIOYEHMST), JIOKa3bIBalOT 3(h(GEKTUBHOCTD
npernapara y 3Toi Kareropuu 001bHbBIX. JlaHHbBIE
0 3aMeIJIeHnH 6oJiee yeM B 2 pa3a CKOPOCTU CHU-
xenuss @XKEJT kak B oOIIeit TTOMyJISILUY TTal-
€HTOB, Tak U cpeau 6onbHbIX ¢ KT-narrepHom
OMWII, nononHeHbl pe3yibTaTaMu, CBUIETEIbCT-
BYIOIIIMMM O TIOJIOKUTEJILHOM BIIVUSTHUM HUHTE-
naHuba Ha 4acToTy OOOCTPEHU M CMEPTHOCTh
ot Bcex npuurH npu M3J1 ¢ mporpeccupyroimmm
JIETOYHBIM (hUOPO30M. DTO 0OOCHOBBIBAET LigJIe-
co00pa3HOCTh Ha3HAYEHUsI HUHTeJaHuba Ha 0o-
Jlee paHHel cTaauu 3a0oJieBaHUs, 10 Pa3BUTHUS
BBIpaXKeHHBIX (PUOPO3HBIX M3MEHEHUI B JIETOY-
HoI1 TKaHu. B HacTosiIee BpeMs HUHTeNaHUO 3a-
peructpupoBaH B PD 1o ciieayronmM rmoka3aHu-
am: MJI®D, nmopaxenue jnerkux y 6oapHbIx CCJI,
a Takxke nipu M3J1 ¢ mporpeccupyrommm Jerod-
HBIM (prOPO30M.

[IpenmonoxeHne O TPOrPeCCUPYIOIIEM
BapuaHTe TeUYCHUsI JerouyHoro puodpo3a AOJKHO
OCHOBBIBATbCSI Ha pe3yJbTaTax JAMHAMMYECKOM
OLIEHKU HE TOJIbKO KIMHUYECKUX CUMIITOMOB
(B mepBylo ouepenb — OABIIIKW), HO U TOKa-
3aTesield  (PYHKIIMOHAJIbHBIX JIETOYHBIX TECTOB
(®JIT), B mepyio ouepens @XKEJI u nudbdysu-
OHHOI1 crocobHocTn Jierkux (DLco), a Takke
BBIPAXKEHHOCTU MPU3HAKOB JIETOYHOTO (hrbpo3a
Ha BPKT. Kpurepuu mnporpeccupytoiiero Jje-
rouyHoro ¢ubposa npu M3J1 B Hacrosiiee Bpe-
MsI TIPOJOJIKAIOT YTOYHSThCS. B wmcciemnoa-
Huu INBUILD B kauecTBe KpuUTepueB ObLIU
HCTIOTb30BaHBI CJIeAYIOIINE:

1. Cauxenne ®XKEJI >10% ot moyrkHOIM
BEJIMYMHBI;
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2. Cauxenue @XKEJT ot 5 mo 10% ot moyokHOI Ben-
YUHBI B COYETAHUM C YXYAIIEHUEM CUMIITOMOB GOJIE3HU JTMOO
nporpeccupoBaHuemM Ha BPKT mpusHakoB jeroyHoro ¢u-
Opo3a;

3. Cauxenue @XKEJ <5% o1 1013KHOM BEJTMUUHBI B CO-
YETaHUM C YXYILIEHUEM CUMIITOMOB OOJIE3HU M TTPOrPeCcCupo-
BaHnueM BPKT mpusHakoB j1erouHoro ¢pubpo3a.

I'pymnmoii pocchiickKux CIeMaJrCcTOB B 00JacTH pPeB-
MaTOJIOTUU, TYJIbMOHOJIOTUM M JIy4eBOU TUATHOCTHKU OBLIO
TPEIOXKEHO MOMOJHUTh KPUTEPUM TIPOTPECCUPYIONIETO Te-
YeHUs TopaXKeHUsl Jerkux, accormupoBaHHoro ¢ CCJ, ere
OITHUM JETaJIM30BaHHBIM MPU3HAKOM, YIOOHBIM IS TTPaKTH-
YeCKOro MpuMeHeHUs1. B aToil CBSI3M TpencTaBisieTcs 1eieco-
00pa3HBIM PACCMOTPETh BO3MOXKHOCTD MX MCIIOJb30BaHUS TSI
npyrux U3JI ¢ nporpeccupymomum (puOpo3HbIM (HDEeHOTUTIOM.
OTUMU KPUTEPUSIMU SIBJISIIOTCSI:

1. CHuxenue ®KEJT >10% no cpaBHEHMIO C TPEbILY-
LM HUCCIIEIOBAHUEM;

2. Cuauxenue @XKEJ Ha 5—10% mo cpaBHEHUIO C Tpe-
IBITYIIMM MCCIEI0BAaHUEM B COUYCTAHWU C YXYAIICHUEM CHUM-
nrromoB u/w BPKT kaptunsl, o6yciosneHHbIM M 3JT;

3. Cuamxenue ®XKEJI <5% 1o cpaBHEHMIO C MPEIbIIY-
IIIUM HUCCIIeTOBAHUEM B COUETAaHUY C YBeJIMIeHUEM 00beMa To-
paxeHnus no naHHbIM BPKT u yxyniieHveM ciMOTOMOB;

4. WcxonHble BbIpaXeHHbIE (UOPOTUYECKUE H3MEHEe-
HMSI B JIETOYHOM TapeHXMMe Ha OOBIYHOM pEeHTIeHOrpamMme
wu BPKT B couetanum ¢ ®KEJT <70% oT noKHOM BeTUYU-
Hbl u/um DLco <60% OT NOMKHOI BETUYMHBI.

ITpu sTOM TMOCIEAHUI M3 MPEACTaBICHHbIX BbIIIE KpU-
TEpUEB OLICHUBACT B OOJIbIIEH CTEMEHU TSXKECTh TEUCHUS 3a-
0oJieBaHUS Ha MOMEHT OOCJIeIOBaHMSI, HEXEJIN TUHAMUKY €To
Pa3BUTHSI, YTO TTO3BOJISIET €TI0 UCITOIb30BaTh Y OOJBHBIX C BbI-
pakeHHBIMU (DYHKIIMOHAJTBHBIMU HAPYIICHUSIMUA BCJICICTBUC

JierouHoro ¢pudpo3sa [43]. Mcxoas U3 1OTOTHEHHBIX KPUTEPUEB
nporpeccupoBanust MU3J1, onmrcaHHBIX BbIIIe, MPEUIOXKEH ajl-
TOPUTM Ha3HAaYeHMs HUHTeTAaHMOA Yy MallMeHTOB C XpOHMYE-
ckumu ¢pudposupyomumu M3J1 ¢ nporpeccupyommum GheHo-
TUIIOM 3a00JeBaHus (puc. 2).

JImMTeNbHOCTh MHTEPBAJIOB MEXKIY 00CIeIOBAaHUSIMU TT1a-
LIMEHTOB MOXET BapbUPOBATh B 3aBUCUMOCTH OT XapaKTepa Te-
yeHUs 3a00jieBaHusI. B OTCyTCTBHME KIMHMYECKUX TTPU3HAKOB
TSDKEJIOTO MJIN OBICTPOITPOTPECCUPYIOIIETO TCUSHUS PEKOMEH-
JyeMBIii THTepBaJl KITMHUKO-(YHKIIMOHATBHBIX 00CIeI0BaHMIA
cocrapiisieT 4—6 MecsLeB, a NPy CTaOUIBHOM U OTHOCUTEb-
HO OJIarOIOJYYHOM COCTOSIHMM TalueHTa — 6—12 Mecsues.
B cayyae OnaronmpusiTHOro TeyeHusl 3a0oJieBaHUsI MHTEpBal
mexny BPKT wuccinegoBaHusiMu onpenensieTcss WHAWBUIY-
aJIbHO, €r0 BO3MOXKHO YBEJIMYMUTH 10 2 JeT U Oojiee. BaxkHbIM
(haKTOPOM SIBJISIETCS BBIOOP LKAl OLIEHKU CYObEKTUBHBIX JIe-
TOYHBIX CUMITOMOB, B YaCTHOCTH, OABIIIKU. Cpeau BO3MOX-
HBIX BapUAHTOB IIKaJI B UCCICIOBATEIbCKON M KIMHUYECKOM
MpakTrKe UcIoab3yTes mKaabl mMMRC (modified Medical
Research Council), BDI-TDI (Baseline Dyspnea Index —
Transition Dyspnea Index) u ap. Jpyrue cyobeKTUBHBIC CHM-
MTOMBI, BIMSIONINE HAa KA4eCTBO XXU3HU MalleHTa, BO3MOX-
HO OLIEHUTH NpU ucrnosb3oBaHuu onpocHuka K-BILD (King’s
Brief Interstitial Lung Disease) [44].

Hunamuky BPKT npusHakos jsierouHoro ¢pubposa Bo3-
MOXHO OlLIEHHWBAaTh MPU MCMOJb30BAHUU MOJYKOJNYECTBEH-
HOTO MeTO/ia, KOTOPbIi B HACTOsIIEe BpeMsl Halllesl HIMPOKOe
npumeHeHue y naiueHToB ¢ COVID (coronavirus disease) —19
[45]. B aToM ciyyae mokasaTtesib, OTpaxKaroluii o0bem rmopa-
JKEHHOM JIETOYHOM MapeHXMMBI, TIPOMOPLMHU K 00IIeMy 00b-
€My JIETKOTO, MOXKET OBITh MCIIOJIb30BaH KakK IJisg Oa3alibHOI,
TaK M U1 IMTHAMUYECKOM OLIEHKHU TSKECTU TeUeHUs 3a0o0Jie-
BaHMUSI.

NMaumeHT ¢ XxpoHnyeckumu thnbposupyrowmmu U3J1 ¢ nporpeccupyiolum eHoTUNoM

WameHeHunsa no aanHbim OJIT n BPKT It

KnuHuyecku ctabunbHoe

npyv NEpBUYHOM obcnegoBaHum

OXEN <70 % w/unn
DLco <60 %

MoBTopHoe o6cnegoBaxme
yepes 3-6 mec

aa

h 4

YBenuyexue o6bema nopaxeHus
L nerkvx no aaHHbIM BPKT
yXYALIEHUE CMNTOMOB

COCTOsiHWE

OJIT He pexe 1 pasza B rog
BPKT 1 pa3 B 2 ropa

Wamenenue ®XKEJ no cpaBHEeHUIO
C npegbiaywum obcnegoBaHMEM

EcTb yxyAlweHne cuMNTOMOB
W/vnu KapTuHel Ha BPKT

Puc. 2. Anropntm HazHa4eHnss HUHTEAAHNOA y NaLumueHToB ¢ XPOHNYeckumu gonbposupyromn U3JT ¢ nporpeccupyroLymm ¢heHoTUnom 3ab071eBaHNs
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3aknwyenue

[Tpu N3J1, npoTekaroiux ¢ JerouHbiM (udpo3om, mpo-
THO3 3a00JIeBaHUS OIPEIEISETCS CKOPOCTHIO MMPOrPeCcCUpoOBa-
HUS MaTOJOTUYECKUX M3MEHEHUI B JIETOYHOM TKaHU. B 3TOit
CBSI3U TIPUHIUIMHUATBHO BaXKHBIM IIPEACTABIISICTCS BBIICICHME
denoruma «M3J1 ¢ mporpeccupyrommM JErOYHBIM GUOPO30M>».
Pesynvratet PKM INPULSIS, SENSCIS u INBUILD mnoka-
3aJIM, YTO IPUMEHEHUe HUHTeIaHN0a CHIKAET CKOPOCTh MPO-
rpeCCUPOBAHMSI JIETOYHOTO (hpUOPO3a y OOJBbHBIX Pa3TUUYHBIMU
WM3J1. Takum 00pa3oM, HUHTEIAHUO MOXET ObITh pEKOMEHI0-
BaH 00JbHBIM M3J1 ¢ mporpeccupylomuM JerodHbiM (hudpo-
30M, B COYETAHMU, TP HEOOXOMUMOCTH C IMPOTHBOBOCIIAM-
TeJbHOW U UMMYHOCYIIpeCCUBHOI Tepanueii. LlesecoobpazHo
WCTIOTBb30BaTh KPUTEPUU TIPOTPECCUPYIONIETO JIETOYHOTO (D1~
Opo3a, YYUTHIBAIOIIME ITWHAMUKY KIMHUKO-(YHKIIMOHAb-
Hbeix U KT nposiBienuit 6one3nu. [1py MCXoaHO TSKEIOM CO-
CTOSIHUU TIallMeHTa, OOYCIIOBJICHHOM JIETOYHBIM (hrOpO30M,
MOATBEPXACHHBIM PEHTICHOJOTUYECKUM (B TOM YHUCJIE KOM-
MbIOTEPHOTOMOTOpaUUYECKUM) METOIOM, BOIIPOC O aHTU(DU-
OpOTUYECKOM Teparnuu 1ieJ1ecoo0pa3Ho pelaTh A0 MOJyYeHUs
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