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Pesiome

Wnuonaruyeckuii nerounsiii puodpos (MJ1P) npeacrasnsier codoit ocodyio hopMy XpoHUUecKOi (hrdpo3upyroliieil UHTEPCTULIUATBHON THEBMO-
HUU C TIPOTPECCUPYIOLINM TeYEHUEM U IUTOXUM MTporHo3oM. PacripoctpanenHocts MJID B Poccniickoit Denepatmu coctasieT okoio 8—12 ciry-
yaeB Ha 100 Teic. HaceneHust. OcHoBy Tepanuu MJI® coctaisiior mpenapatbl ¢ aHTUDUOPOTUYECKUME cBoiicTBamu. Metonoaorus. Llenesoit
ayIUTOPUEii JaHHBIX KIMHUYECKUX PEKOMEHIAIUI SIBISIOTCS] Bpaul-TePAreBThl, Bpauy 001l MPaKTUKK, BPAuU-ITyIbMOHOJIOTH, BPAun-TIaTO-
JIOTOAHATOMBI, BpauM-PEHTIEHOJIOTH U BpauM MO MEIULMHCKON peaduauraumu. Kaxiplii Te3uc-peKoMeHaAalts Mo MPOBeIeHUIO TMarHoCcTuye-
CKHX U JIEYeOHBIX MEPOTIPUSATUI OILIEHUBAETCSI 110 MIKAJIAM YPOBHEU TOCTOBEPHOCTHU JI0KA3aTeJILCTB OT | /10 5 U 1IKaJie OLleHKW YPOBHE yoean-
TeJILHOCTU peKOMeHIanuit — mo kareropusiM A, B, C. KinHuueckue peKOMeHAAMU COAEPKAT TakxKe KOMMEHTApUH 1 Pa3bsiICHEHUSI K yKa3aH-
HBIM Te3MCaM-pPEKOMEHIALIMSIM, JITOPUTMBI IO AMarHocTHKe U jtedeHuto MJID, cripaBounble MaTepuaisl. 3akmodyenune. [1peicTaBieHbl coBpe-
MEHHBIE CBeIeHMsI 00 STUOJIOTHH, TTATOTeHe3e, KITMHUIECKUX MIPOSIBIICHUSIX, TuarHoctuke u JedeHun UJID. Onobpersl HayuHo-mipakTHYecKuM
coBeToM MUHUCTepCTBa 3npaBooxpaHeHust Poccuiickoii @enepauuu B 2021 1.

KnioueBble cioBa: vavonaTUYeCKuit JIerouHblil (prdpo3, MHTepCTULIMATIbHBIE 3200JeBaHMsI JIETKUX, OObIYHAsI MHTEPCTULIMATIbHAS THEBMOHMS,
aHTuuOpoTUYECKas Tepanus.
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Abstract

Idiopathic pulmonary fibrosis (IPF) is a specific form of chronic fibrotic interstitial pneumonia with a progressive course and poor prognosis. The
prevalence of IPF in the Russian Federation is about 8 — 12 cases per 100,000 population. The basic treatment of IPF is antifibrotic agents.
Methodology. The target audience of these clinical recommendations are therapists, general practitioners, pulmonologists, pathologists, radiologists,
and medical rehabilitation doctors. Each thesis-recommendation about diagnostic and therapeutic procedures has been scored according to the scale
of classes of recommendations from 1 to 5 and A, B, C scale of the levels of evidence. Clinical recommendations also contain comments and
explanations to the theses, algorithms for the diagnosis and treatment of idiopathic pulmonary fibrosis, and reference materials. Conclusion. The
presented clinical guidelines cover current information about the etiology and pathogenesis, clinical manifestations, diagnosis, treatment, and
prevention of idiopathic pulmonary fibrosis. These guidelines were approved by the Scientific and Practical Council of the Ministry of Health of the
Russian Federation in 2021.
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TepMVIHbI nonpeaeneHun

HNurepcrunmaibibie 3a00esanus jgerkux (M3JI) —
reTeporeHHas rpyIna 3a00JIeBaHUIA 1 MAaTOJOTMYECKIX
COCTOSTHUI U3BECTHOM Y HEM3BECTHOI IIPUPOIBI, XapaK-
TepU3yeMOoe pacTIpOCTPaHEHHBIM, KaK ITPaBUIIO, TBYCTO-
POHHUM TOpa)keHUEM PEeCMpPaTOPHBIX OTAEIOB JETKUX
(a7bBeoJ1, pecrIUpPaTOPHBIX OPOHXUOJ).

NanonaTnyeckue MHTEPCTHIHAIbHbIE THEBMOHUHI
(MII) — rpymma M3J1 Hem3BeCTHOI 3TUOJIOTUHN, CXOTHBI-
MM ITPU3HAKaMU KOTOPBIX SIBJISTIOTCS MPEUMYIIIECTBEHHOE

MMOpakeHNE MHTEPCTULIMATBLHOM TKAHU, IIPOTPECCUPYIO-
Wy GUOPO3UPYIOLINIA TIPOLIECC B JIETKUX, COITPOBOXKIA -
IOLIMICS HAapacTalollIel C TEYEHUEM BPEMEHU OBIILIKON
U PECTPUKTUBHBIMU HAPYILIEHUSIMU BEHTUISLIMOHHOMN
CITOCOOHOCTH JICTKHUX.

W nnonaruyeckuii gerounsiii puopos (MJID) — ocobast
¢dopma XpoHUYECKOI TIporpeccupyolleii pudpo3upy-
[OIel MHTEPCTULIMATIbHOW ITHEBMOHUM HEU3BECTHOM
STUOJIOTUH;, BO3ZHUKACT MPEUMYIIECTBEHHO Y JIIOaeH
CTapIIero Bo3pacra, ImopaxaeT TOJbKO JIETKHE 1 CBSI3aHa
C TUCTOJIOTMYECKUM U / WM KOMITbIOTEpHO-TOMOTpadu-
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yeckuM (KT) marrepHoM 0ObIUHOI MHTEPCTULIMATBHOMN
nHeBMoHuu (OUIT).

Hecnenuduyeckas MHTEPCTUUAIBHAS THEBMOHUS
(HCHII) — omna u3 popm MUII, xapakrepusyemast pas-
HooOpa3HbIMU TUcTOJornyeckumu u KT-npusHakamu,
Hepenako cxogHbIMU ¢ MJIMD, HO 9acTo — ¢ TTOIOXUATEITb-
HBIM 3G PEKTOM TP Ha3HAYCHUH TIIIOKOKOPTUKOCTEPO-
unoB (I'KC) u 6osee 61aronpusITHHIM IIPOTHO30M.

«CotoBoe» Jierkoe — KJ1acTephbl BO3MYIIHBIX KHCT pa3-
MepoMm oT 2—3 1o 10 MM B JIeTOYHOI TKaHU, PacroJio-
JKEHHBIX TPYIIIIaMU, CyOIJIeBpaIbHO, B HECKOJIBKO CIIOCB
1 UMEIOIINX YETKO OUepUYCHHBIC CTEHKM.

TpakuuoHHbIE OPOHX0IKTA3bl — HEPABHOMEPHOE pac-
IIMPEHNE TIPOCBETOB OPOHXOB M OPOHXMOJI, BBI3BAHHOE
(G1OPO30M JIETOYHOM TKAaHU U PACTSKEHUEM (TpaKIIIeil)
IIPOCBEeTa OPOHXOB JIETOYHOUM TKAaHU B PE3yJIbTaTe Ipo-
rpeccupyloiero ¢puoposa.

PeTukynsphbie u3MeHeHUs] — CKUAJIOTUIECKUI (heHO-
MeH 1o maHHbEIM KT Beicokoro pa3pemrenus (KTBP) op-
raHoB rpynHoii kinetku (OI'K), mpencrapisionmii coboit
CeTh U3 OTHOCUTEJIBbHO TOHKHUX MEePEKPEIIMBAIOIIXCS
JIMHUI (YIUIOTHEHNE BHYTPHUIOIBKOBOTO MHTEPCTUIINS ),
KOTOPEIE MOTYT UMEThb (POPMY KOJIeIl, MHOTOYTOJTbHUKOB
WJIN TTapaJijIeIbHBIX JIMHUMA.

«MatoBoe CTeKJI0» — CKUAJIOTUUEeCKUil (heHOMEH 1o
naHnHbiM KTBP OTI'K, koTopblil XapakTepusyeTcsi yme-
PEHHO BBIpAXKEHHBIM MOBBIIICHUEM IIJIOTHOCTH JIETOUHOM
TKaHU, HAa (D)OHE KOTOPOTO BUIHBI IIPOCBETHI Y CTCHKU
OpOHXOB, BHYTPUJIETOUHBIE COCYIbI, a TAKKE OYaru u pe-
TUKYJISIPHBIC U3MEHEHUS (TIPY UX HAJTMIWHN ).

Oo6octpenne NJI® — HapacTaHMe OOBIIIKY B TCUCHHE
nocaenaux 30 qHEH 1 MOSIBJICHUE HOBBIX OMJIaTepaTbHbBIX
n3meHeHwuii mo naHHbIM KTBP OT'K no Tuny «matoBoro
CTeKJIa» U / WIX KOHCOJIMIATOB MPY UCKITIOUEHUU IPYTHX
aJIbTEPHATUBHBIX TPUYNH (MHGEKIINS U Ip.).

KomOunanua nerounoro ¢pudpo3a m sMdpu3eMsl
(KJI®D) — cuHIpoM, 00beINHSIOIINI MPU3HAKKU IBYX
3a00yieBaHU, — JIETOYHOTO (hrOpo3a (MPeuMyLIECTBEHHO
B HIDKHUX OTIeJIaX JISTKNX) ¥ SMMU3eMBbI (IIPenMYIIeCT-
BEHHO B BEPXHMX OTHEJIAX JETKHUX).

1. KpaTkas uHcopmauums no 3abonesaHuio unm
COCTOSIHMIO (rpynne 3aboneBaHui UNKU COCTOSHUN)

1.1. OnpepeneHue 3aboneBanns UnK CoCToAHMUA (rpynnbi
3aboneBaHuit N1 COCTOAHMIN)

MNJID — ocobast hopma XpOHUYECKOM TTPOTrPECCUPYIOLIEH
¢ubposupyolIeit UHTEPCTULIMATIBHOM MTHEBMOHUU He-
WU3BECTHOM 3TUOJIOTUU, KOTOPasi BOZHUKAET TTPEeUMYIIIe-
CTBEHHO Y JIIOCH CTapIlIero Bo3pacTa, IopaxkaeT TOJIbKO
JIETKHWE 1 CBsI3aHa ¢ rucronormyeckum u / mim KT-nat-
tepHom OMII [1-3]. T'ucronormueckuii marrepn OUII
BKJIIOYAeT Hajauuue ¢puodpodaactTuyeckux ¢GoKycoB, UH-
TEePCTULINATHLHOTO XPOHUYECKOTO BOCTIAJIeHMSI, (prOpo3a
MMPEUMYIIECTBEHHO B 30HAX OPOHXMOJI0ATbBEOJISIPHBIX
MepexoIoB, B MOATJIEBPAIbHBIX / TTapacenTalbHbIX 30HaX
¢ hopmupoBaHUeM T. H. «coT». [TatrepH OUIIT o naHHBIM
KTBP OI'K BkitouaeT pacnpocTpaHeHHBIE IBYCTOPOH-
HHUE PETUKYJISIPHBIC U3MEHEHMUSI, TIPU3HAKU «COTOBOTO»
JIETKOTO U / WU TPaKIMOHHBIX OPOHXO3KTA30B C Ipe-

o0JlafaHueM U3MEHEHUI B KOPTUKATbHBIX U 0a3aJbHbIX
OT/Ie/Iax JIETKUX.

1.2. 3TMonoruA 1 natoreHe3 3a6oneBaHNA UMK COCTOAHUSA
(rpynnbl 3a6oneBanmit UMK COCTOSHMIA)

Otnonorusa UJI® Hens3BecTHA, OTHAKO OMpeaeIcHBI He-

KOTOpbIe (DaKTOPHI prcKa, cBsizaHHbie ¢ UJID [4, 5]:

*  Kypenue. D10 oiH U3 HauboJiee YacThIX (haKTOPOB
pucKa, IJIT KOTOPBIX IoKa3aHa JOCTOBEPHAs CBSI3b
¢ MJI®. 3HaunMocTh TaHHOTO (haKTopa prcKa Bo3pa-
CTaeT y MalMeHTOB ¢ aHAMHe30M KypeHus > 20 rmayko-
et [6].

*  Buewnecpedosvie unzaiauuonnvle 6030ericmeust, He c6si-
3annbte ¢ Kypenuem. [1OBBIIICHHBIN PUCK Pa3BUTUS
MNJI® accouunpyercs ¢ MUPOKUM CIIEKTPOM HEOP-
FaHUYECKMX U OPraHUYECKUX MblIeH, B YaCTHOCTH,
MeTanyeckoit (oTHomeHue maHcos (OL) — 2,44;
95%-ub1ii foBepuTeabHbIN nHTEepBai (JAN) — 1,74—
3,40), npeecHoit (OLI — 1,94; 95%-ubiit 1 —
1,34—2,81) u kamennoit (O — 1,97; 95%-wuprit AN —
1,09—3,55) nbuisimu. B KauecTBe MOTEHLIMATBHOTO
daxTopa prCcKa pacCMaTpUBAECTCS MHTAISIIMOHHOE
BO3ICHCTBUE OPTaHUICCKOM TBIIN (PaCTUTEIbHAS WK
JKMBOTHAasI) B C€JILCKOM X03s1iicTBe uiau B ObITy (OLLl —
1,65; 95%-nb1it N — 1,20—2,26) [7].

* Tacmpoasogpazeaavnotii pegparoxc (I'DP). BzauMocBsI3b
mexay 'DP u MJI®D okoHuyareapHO He moKaszaHa [8].

*  Memaboauueckue (3ndoxpunnsie) paccmpoiicmea. Me-
Tabonanyeckre (3HIOKPUHHBIE) pacCTpoOiicTBa (caxap-
HBII Tra0eT, TUIIOTUPEO03) BCTPEUAIOTCS 3HAYNUTEIIHHO
yauie cpenu 6onbHbIX MJID 1 paccMaTpuBaioTest Kak
He3aBUCUMBII (haKTOp pUCKa IJIs 3TOro 3adojeBa-
Hus [9, 10].

« Tenemuueckue paxmopor. Oxos10 5 % Bceit MonyIsiun
60sibHBIX MJIMD nMeroT ceMeHbIi JIErOYHbIN Hrudpo3
(cpenu KpOBHBIX POICTBEHHUKOB). Hanbosee yacto
(34 % 6ONBHBIX C CEMEWHBIM JIETOYHBIM (HUOPO30M
u 38 % manueHToB ¢ MJIM) BcTpeuaeTcss MyTalust
MUCSB [11]; pexe (B 25 % cayyaeB UJID u 15 % ciy-
yaeB CEMEHOro jeroyHoro ¢Gubposa) — MyTaluuu
reHoB, cBsa3aHHbIX ¢ TeaoMepasoit (TERT, TERC,
DKCI1, TINF2, RTEL1, PARN) u BBI3BIBaoIINe
YKOPOYEHME TeJIOMEPHBIX YUACTKOB; B 3 % ciydaes (B
OCHOBHOM MPHY CEMEITHOM JIETOYHOM (hUOPO3e) — My-
Taluu B reHax cypdakTaHTHbIX TpoTeuHoB C (SP-C)
u A2 (SP-A2) [12—16].

OcHoBy naroreHe3a MJI®M cocraBiasior MOBTOPHBIE
MUKPOTOBPEXKIECHUS albBEOJISIPHOTO IMUTENUS C Hapy-
IIEHUEeM MeXaHU3MOB €ro pereHepalu. DTo TPUBOIUT
K TIaTOJIOTUYECKOM pes3NMuTeIn3alluu, Ipoanudepanun
¢ubpobIIaACTOB M CUHTE3Y M30BITOYHOTO KOJIMUECTBA IKC-
TpaLeJUTIoNISIpHOro MaTpukca. B pesynbrate HopMasibHas
JIETOYHas mapeHxX1Ma MoCcTerneHHo 3aMelaeTcs pudpos-
HOM TKaHbIo [6].

1.3. dnuaemuonorus 3adbonesaHus UNU COCTOAHMSA
(rpynnbl 3a6oneBanmit UMK COCTOSHMIA)

Cuyuraercsi, YTO B MOCJAEIHUE TOIbl YUCIO OOJIbHBIX
NJI® ysenuuunock. OgHaKo mokasaTejn 3aboJieBa-
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eMoCTH U pacnpocTpaHeHHocTn MJI® B pa3HbIX HC-
CJIEIOBAHUSIX CYIIECTBEHHO OTIMYAIOTCS, YTO MOXKHO
OO0BSICHUTH OTCYTCTBUEM YETKMX U OOLIEIPUHSITHIX
JUAarHOCTUYECKUX KPUTEPUEB — KAaK PEHTIEHOJIOT1Ye-
CKUX, TaK 1 MOP(MOJOTUYECKUX, OTIIMYMSIMU B TU3aiiHAX
nuccienoBanuii (pasHeie onpeneneHus MJI®, pa3Hbrit
BO3PACTHOM COCTaB MALMEHTOB) U Ap. 3a00J1€Ba€MOCTb
MNJI® 3aBucut ot Bo3pacra — 00Ji€3Hb BOSHUKAET Yallle
Ha 6-M U 7-M OECATWICTUSIX XKU3HU. BOJIBIIMHCTBO 3a-
OOJIEBIINX SBJISTIOTCS KYPJIBIIIUKAMU WIJIU 9KC-KYPUITb-
IIUKAMU; MY>XKUYHHBI 00JICIOT HECKOJIBKO Yallle, YeM JKeH-
mwuHb [17, 18]. T1o pasHbIM TaHHBIM, 3a00J1€Ba€MOCTh
WJI®D cocrasasier ot 6,8 10 63 cayyaes Ha 100 ThIc. Hace-
JICHUS B 3aBUCUMOCTH OT MUCIIOJIb3YEMOTO OTIPEACIICHHUST
IO [19-21].

CorylacHO IpenBapUTeIbHbIM JTaHHBIM perucrpa
NJI®, pacnipoctpanenHocTs MJI® B Poccuiickoit Pe-
JIepauuu coctapisieT okoso 8—12 ciayyaeB Ha 100 Thic.,
a 3aboneBaeMocTh — 4—7 ciydaeB Ha 100 ToIC. [22].

1.4. OcoGeHHOCTH KopMpoBaHus 3aboneBaHus

WK COCTOAHMA (rpynnbl 3ab0NneBaHNi UK COCTOAAHNI)
no MexgyHapogHO! cTaTUCTMYECKON KnaccudmkaLmu
OonesHeit n Npobnem, CBA3aHHbIX CO 330POBLEM

+ Jlpyrue uHTepCTULIMATIbHbBIE JIeTOuHbIe 60sie3HU (J84).
* JIpyrue MHTepCTULIUATbHBIE JIETOUHbIE OOJIE3HU C YITO-
MUHaHUeM o hpudpo3se (J84.1).

1.5. Knaccudmkaums 3aboneBaHust unm cocTosHUA
(rpynnbl 3a6oneBaHUit UK COCTOSHMN)

Knunnueckast kinaccudukauuss UMD orcyrersyer. o
couetanuto crienuduyeckux KT u mopdonornueckux
IMaTTePHOB MOXKHO BBIICINTH CIICIYIOIINE:

* moarBepxaeHHbI MJID (Hanuyue marrepHa TH-
nmuuHoit OUII y 6oabHOrO0 crapuie 60 JieT nmpu oT-
CYTCTBUH KIIMHUYECKH 3HAYMMBIX BHEIITHECPEIO-
BBIX M JICKAPCTBEHHBIX BO3ICHCTBUIL U OTCYTCTBUH
CUCTEMHBIX 3a00JIeBaHUII COEAUHUTEIBHON TKAHU
(C3CT);

* cootBetcTByo1Iee couetaHue KTBP- u mopdosoru-
yeckoro natrepHoB (cM. [Ipwroxkenue D [23]);

« BeposaTHbii UJID (cooTBeTCTBYIOLIEE COYETAHME
KTBP- u mopdonornueckoro narrepHon (cMm. [Tpu-
snoxenue D [23]);

+ KJIIDB.

[TpuMep HopMyIMPOBKM AUAarHO3A:

* M3JI: unnonaTuyeckuii JerouyHbiit Gpuodpo3. XpoHu-
yecKasi TMTIOKCeMMUecKast IbIXxaTeIbHasi HeTOCTaTOU -
HOCTb.

*  W3JI: nopnonarnyeckuii terounsiii puopos (KJIDD).
Bynnesnas amgpuzeMa BepXHUX OTAEJIOB 00OUX JieT-
KnX. XpOHWYeCKas TUITOKCEMUUYEeCKast JbIXaTeIbHasT
HEIOCTaTOYHOCTD.

1.6. KnuHnyeckas kapTvHa 3aboneBaHuA UNKU COCTOAHUSA
(rpynnbl 3a6oneBaHMit UMK COCTOSAHMIA)

Hauano 3a0oneBaHusI MPUXOAUTCS, KaK IMPaBUIO, HA BO3-
pact crapie 50 et [18], y O0JbHBIX C cEMEITHBIM aHaAM-

He3zoM MJI®D 3abosieBaHKEe MOXKET HAYMHATBLCS B GoJiee
MOJIOJIOM Bo3pacte [24].

OCHOBHBIMM KJIMHUYECKUMU mposiBieHussMu UJID
SIBJISTIOTCSI OMIBIIIIKA, CHIDKCHUE TOJIEPAHTHOCTH K (DU3U-
yeckoit Harpy3ke (PH) 1 xpoHnyeckuii Kaiesb, a Tak-
K€ TaKre HecTien(pUIecKrue CUMIITOMBI, KakK CJIab0CTb,
CHIDKEHUE anIeTuTa, IoTeps Macchl Tea. ['umeprepmus,
nepudepudeckas aTuMddaneHonaTusl, apTpUThI, MUaJI-
MU, «CBUCTSIIIIEE» JIbIXaHUE, KPOBOXapKaHbe, 00JIEBOI
CHHAPOM B TPYIHOU KJIETKE W ITOpaskeHME JIEBBIX KaMep
cepaua He xapakTtepHbl st MJID [23, 25].

B orcyrcTBUE 000OCTpEHMIT €CTEeCTBEHHOE TeUeHUE
00JIe3HU XapaKTepU3yeTcs MOCTENeHHbIM HapacTaHUEeM
CHMIITOMOB B TeUeHNE HECKOJBKHUX JICT IO PA3BUTHS TSI-
JKeJIBIX HapyIIeHU (DYHKIIUK THIXaHUST Y TIPUCOCTMHEHUS
OCJIOXKHEHNH [26].

HaubGoiee yacToit mpuunHoit cmeptu nipu UJID
(60 %) aBasieTcst IPOrpecCUpyIoLas AbXaTebHas He-
ITOCTATOYHOCTD, a TaKXKe MIIeMUUecKast 00JIe3Hb cep-
nia (MBC), TpoMboamb0mus terouHoit aprepuu (TDJIA)
U pak jierkoro [27]. MennaHa BbKMBAEMOCTH OT MOMEHTaA
ycranosneHus auartoda MJI® cocrapnsier 2—3 rona [1],
a OT MOMEHTA TIOSIBJICHUS MepBhIX cuMmirromoB UJID
u / win udmeHenuit mo KT — 6 jer [28]. Bmecte ¢ Tem
y OOJIbHBIX C COXPaHHOI JIETOYHOI (hyHKIIMEI 3TOT 1O-
KazaTeJlb MOXKET OBITh BBIIIIE.

V 5—15 % manumenTos ¢ UJID B teuenne 1 roga pas-
BUBAETCS OCTPOE YXYIALICHNE KIMHUIECKOTO COCTOSI-
Hust — obocTpenus MJID [6]. OCHOBHBIMU MPU3HAKAMU
oboctpenust UJID saBisiiorest OeclipuuMHHOE HapacTaHKe
OIBIIIKK B TeUeHUE 1 Mec., yCHIeHUEe KAl ¥ TTPOIyK-
LI MOKPOTBI, TOKYMEHTUPOBAHHAs TUTTIOKCEMMUS (YXY/I-
LIeHUE WM TSKeJI0e HapyllleHue ra3000MeHa), CBexkue
aJIbBEOJISIpPHBIE MHMMIBTPATHI IO JAHHBIM PEHTTEHOIpa-
(bum JIETKUX U OTCYTCTBUE APYTUX NMPUYUH YXYALIEHUA,
TaKUX KaK dKCTpaIrapeHXUMaTO3HbIe TPUYUHBI (ITHEB-
MOTOpAaKc, MieBpanabHblIil BbITIOT, TOJIA) unu cepaneunas
HEJOCTaTOUYHOCTh C 00BEMHO TIeperpy3Koii cepara [26,
29—31]. ITporao3s oboctperus NJID, kak mpaBuio, He-
OJIarOTIPUSATHBIN, JIETAIBHOCT BO BPEMSI TOCTIUTAIN3AIINI
npocturaeT 65 %, a B TedeHue 6 Mec. OT Hayajia pa3BUTHS
oboctpenust — > 90 % [26].

2. [inarHocTnka 3aboneBaHnsa Unu COCTOSIHUA
(rpynnbl 3aboneBaH1i UNKU COCTOSHUM), MEANLIMHCKME
NoKa3aHus 1 NPOTUBOMOKA3aHWA K MPUMEHEHMIO
METOAO0B ANarHOCTUKM

Knununueckoe mopospennie Ha MJID y GonbHOTO € Xpo-
HUYecKoit omplmkoi pu @H, kammeM, IByCTOPOHHEH!
WHCITIPATOPHOM KpeTUTalleil B 0a3aIbHBIX OTIE/IaX JIeT-
KUX ¥ / WIM YTOJIIIIEHNEM IUCTAIbHBIX (hajlaHT IajIblieB
DPYK MO TUITy «0apabaHHBIX Majg04yek», HE UMEIOIIUMU
OYEBUIHOM MTPUINHBI, JOJIKHO BO3SHUKATh B CIIEAYIOIIEH
CUTYaLMU: BO3pacT cTapiie 60 JIeT; OTCYTCTBUE KIIMHUYE-
CKM 3HAUMMBIX BHEIITHECPEIOBBIX MJIN JIEKAPCTBEHHBIX
Bo3aeicTBUI; oTcyTcTBUE pu3HakoB C3CT [17].
Kpumepuu ycmarnoeaenus ouaznosa / cocmosnus:
*  3KaJI0OBI Ha OABIIIKY ITPU OTCYTCTBUY OYEBUIHBIX TTPH-
YUH, KIMHAYECKA 3HAYMMBIX BHEITHECPEIOBBIX WU
JIEKAPCTBEHHBIX BO3IEUCTBUM;
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* orcyrcTBue ipuzHakoB C3CT;

* IBYCTOPOHHSISI MHCIIMPATOPHAs KPEITUTALIVS B 0a3alTb-
HBIX OTIEJIaX JISTKUX IIPU ayCKYIbTaIllN;

+ BoeisgBiaeHue natrepHa OUII mpu KTBP OI'K u / unu
IIPY TIATOJIOT0aHATOMUYECKOM UCCIIeI0BaHUM OMOTI-
TaTOB JISTOYHOI TKaHU.

2.1, anoObl 1 aHamHe3

ITpu BeigBaeHuu M3JI ans UckoYeHUsT TOTeHUIMAb-
HBIX TIPUYMH PeKOMeHAyeTcs TIaTeIbHBII cOOp aHaMHe-
3a MpreMa JIEKapCTBEHHBIX TIPEIapaToB U BO3ACHCTBUS
(hakTOpOB OKpYKalOLIEH cpenbl JoMa, Ha paboueM MecTe
U B IPYTUX MECTax, 4aCcTo MocellaeMbIx maiyeHToM [23].

‘Yposens yoenutenbHOCTH peKomMenaanuii — C (ypoBeHb
JIOCTOBEPHOCTH I0KA3aTEJIbCTB — 5).

Kommenrapun. Kiunuueckoe nodospenue na MJID
y 604bHO20 ¢ Xporuueckoil 0dviuikol npu OH, kawisrem,
08yCcmopoHHel UHCNUPAmMOpHOU Kpenumayuell 6 6a3a1b-
HbIX omodenax neekux u / uau ymoaujeHuem OucmanbHblx
ganane naavyes pyk no muny «06apabaHHbvlX Naio4ex»,
He UMeWux 04e8UOHOU NPUYUHBL, 00ANCHO BO3HUKAMb
6 caedyroweil cumyayuu: gozpacm cmapute 60 rem; om-
cymcmeue KAUHUYeCKU 3HAYUMbIX HeulHecpedosblX uiu
NeKapCmeeHHbIX 8030elicmeuil; omcymcmeue NpUsHaKos
C3CT|17].

711 olleHKM OOBIIKY TIpu ToBceaHeBHOM DH y ma-
nueHToB ¢ MJ1M pekomeHayeTcs UCII0Jb30BaTh MOIU(U-
LIMPOBAHHBIN BOMPOCHUK BpUTaHCKOTr0 MEIUIIMHCKOTO
uccaenoBaTeabckoro copeta (Medical Research Council
Dyspnea Scale — mMRC) (cm. Ipunoxenue I') [32].

‘Yposenb yoenurensHoCTH pekomenaanuii — C (ypoBeHb
JIOCTOBEPHOCTH JI0KA3aTeNbCTB — 4).

JList otieHKM TspkecTH U rporHo3a NJ1®D pekomenayer-
cs1 ucrionb3oBaTh mkary GAP (cm. [Tpunoxenue I12) [33].

‘Yposenb yoenurensHOCTH peKomenaanuii — C (ypoBeHb
JIOCTOBEPHOCTH J0KA3aTeNbCTB — 4).

2.2. dusukanbHoe o6cnenoBaHue

Y 40 % nauuentoB ¢ MUJI® nipu nmepBUYHOM OCMOTPE
BBISIBIISTIIOTCSI U3MEHEHMUST TUCTAJIBHBIX (DajJlaHT IO TUITY
«0bapabaHHBIX ITAJI0YEK» U HOTTEBBIX IJIACTHH TMAJIBLIEB PYK
10 TUITY «4aCOBBIX CTEKOJI» PA3IMYHON BBIPAKEHHOCTH.
BrisiBnsieMasi ipu aycKyabTalluM ABYCTOPOHHSISI KpemuTa-
LIMST B KOHIIE BOOXa (XPYCT «JIUITYYKW», WJIU XPUIIBI velcro)
B 0a3aJIbHBIX OTIEIaX TAKKe XapaKTepHa TS IMallieHTOB
¢ NJI® u tecHo kKoppeupyet ¢ Hanmurem nnarrepHa OUTT
npu KTBP OI'K [34].

¥ Bcex marmeHToB ¢ MJID pekomenayercst OlleHUBATh
COCTOSTHHME ITHMCTAJIbHBIX (haJIaHT M HOTTEBBIX IJIACTUH
MTaJIbLICB PYK IJIST UCKITIOUEHMS U3MEHEHMS 110 TUITY «0a-
paGaHHBIX MAJIOYEK» U «4aCOBBIX CTEKOJI».

Yposens yoenutebHOCTH pekomenaanuii — C (ypoBeHb
JIOCTOBEPHOCTH J10KA3aTeNbCTB — 5).

KommenTapun. Boissaerue uzmerneHuil OucmanbHulx
ganrane no muny «6apabaHHbIX NANOYEK» U HOMEBbIX
NAGCMUH NAAbYe8 PyK no MUNY «4aco8bix CMeKoaN» npu
nepeuunom ocmompe 60avHo20 ¢ UJID ceudemenvcmayem
0 pazeepHymoil cmaouu 60Ae3HU U ACCOUUUPYEMCS C NAOXUM
npoenozom [34, 35].

VY Bcex MalMeHTOB ¢ KIMHUYECKUM MOT03PEHUEM
Ha NJI®D pekomeHayeTcsi TIPOBOAMTH ayCKYJIBTAIIUIO JIeT-
KUX JUTST BBISIBJICHUS! IBYCTOPOHHEH KpenuTaiuu [36].

‘YpoBenb yoenuTebHOCTH peKoMeHnanuii — B (ypoBeHb
JIOCTOBEPHOCTH JI0KA3aTeNbCTB — 2).

2.3. llabopaTopHble AuarHoCTUYECKNe UCCneaoBaHms

Jna nckmouenust U3J1, cazannbix ¢ C3CT, y Bcex 601b-
HBIX ¢ KJIIMHUYeCKUM Tiono3peHreM Ha NJID pekoMeH-
JIyeTCsT BBITIOJHATD MCCICAOBAHIE CKOPOCTU OCETaHUS
SPUTPOLIUTOB, YPOBHsI C-peakKTUBHOTO OeJIKa B KPOBHU,
orpeeieHue ConepyKaHusl B KPOBU aHTUHYKJIEAPHBIX aH-
TUTEN (METOAOM UMMYHOMIIOOPECUEHIIMN), PEBMATOU-
Horo (haKTopa, aHTUHYKJICAPHBIX aHTUTEN K Sm-aHTUTCHY
M aHTUTEJ K LIMKJIMYECKOMY LIUTPYJIMHOBOMY mernTumy [23].

‘Yposenb yoenutensHocTH pekomenaanuii — C (ypoBeHb
JI0CTOBEPHOCTH J0KA3ATENBCTB — 5).

KommenTtapuu. YV 6oavusix ¢ nodospenuem na HJID
u cumnmomamu C3CT mpebyemcs bonree demanvHoe uc-
caedosanue coleopomounbix mapkepos C3CT:

*  Npu N0003peHUU HaA MUO3UM — OnpedeseHue AKMUGHOCMU
KpeamuHKUHA3bl 8 KPOBU, UCCAe008aHUe YPOBHS MUO-
2100UHa 8 KposiL, onpedesenue AaKMmUeHOCMU aab00AA3bl
6 KposiL, onpedenerue coOepHCaHusi GHMULECHMPOMEPHbIX
anmumen 8 Kposu u op.;

*  Npu nN0003PeHUU HA CUCIEMHYIO CKAePOOepMUI) — Onpe-
denenue codepicanus 6 kposu anmumen k Scl-70 / mo-
nouzomepase- 1, aHmuyeHmMpomMepHbIX anmumenn;

*  npu hodospenuu Ha cuHopom Illeepena — onpedenenue
codepucanus anmumen k SSA/ Ro u SSB / La 6 kposu;

*  npu no003peHUU Ha 8ACKYAUM 8 PAMKAX MHO2ONPODULL-
Hoeo obcyucdenus (MIIO) — onpedenenue mapkepos
ANCA-accoyuuposannvix éackysumos (PR3 — c-ANCA,
p-ANCA).

IIpu evisenenuu C3CT'y 6016HO20 ¢ UHMEPCMULUANBHDI-
MU uzmeHeHusamMuU 6 neckux ouaenos MJID uckarouaemes [1].

Y Bcex 6osbHbIX MJID m1s1 BHISIBIIEHUS AecaTypalumn
PEKOMEHIyeTCs PETYJISIPHO BHITIOTHSTH IYJIbCOKCUMETPHUIO
(YpoBeHb HAChIILIEHUsI TeMOIJIO0MHA apTepUaibHO KPOBU
kucaoponom — Sp0O,) B nokoe u nipu @H (6-MuHyTHbII
maroBblii rect — 6-MILT) [1].

‘Yposenb yoenurensHOCTH peKomeHaanuii — C (ypoBeHb
JI0CTOBEPHOCTH J0KA3ATEJIbCTB — 5).

KommenTtapun. Boisisaenue decamypavuu < 88 % sens-
emcst NOKA3aHueM K Ha3HA4eHUIo KUCA0po0omepanuu.

2.4, VHCTPYMeHTanbHbIe AMarHoCTUYecKne NCCneaoBaHuA
2.4.1. PemeeHonoauyeckas OuaeHoOCMUuKa

BonbHbIM ¢ mogo3peHueM Ha UJID He pekomeHayeTcs
npoBeneHue 063opHoii peHtreHorpadpum OT'K B cBsI3n
¢ ee HU3KOM uHbOopMaTUuBHOCTHIO [37].

‘Yposens yoenutebHOCTH peKoMeHaanuii — C (ypoBeHb
JIOCTOBEPHOCTH JI0KA3aTEJbCTB — 3).

YV Bcex 0OJBbHBIX C KIMHUYECKUM TOI03PEHUEM
Ha NJI®D pekomenayercsa ripopeneHne KTBP OI'K mrg
noaTBepxaeHus nuarnosa UJId [23].

‘Yposenb yoenurensHocTH peKomenaanuii — C (ypoBeHb
JIOCTOBEPHOCTH JI0KA3aTeNIbCTB — 5).
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KT OT'K ¢ BHyTpuUBEHHBIM KOHTPAaCTUPOBAHUEM pe-
KOMEHIyeTcsl TPOBOAUTE Y 00sibHBIX ¢ MI3JI TobKO TS
nckimoueHus TOJIA [23].

‘Yposens yoenutebHOCTH pekomMeHnammii — C (ypoBeHb
JIOCTOBEPHOCTH J0KA3aTeNbCTB — 5).

Kommenrapun. Texnuueckue mpebosanus k KTBP OI'K
y 60abubix HIID:

*  moHKkue momoepagpuueckue cpesvl (< 1 mm) [38];

*  an20pUMM 8bICOK020 NPOCMPAHCMBEHHO20 paspeuie-
Hus [39];

*  U300padiceHuUst 00ANCHBL OblMb NOAYHEHbl HA MAKCUMANLHO
anybokom edoxe;

s cnupanvhoe (00seMHOe) CKAHUPOBAHUE;

*  NpU COMHUMENbHbIX Pe3YAbMamax CKAHUpo8anus 6 no-
N0MNCEHUU HA CRUHE PeKOMEHO08AHO 8bINOAHEHUE CKA-
HUPOBAHUSL 8 NONONCCHUU HA HCUBOME 0451 YCMPAHeHUs
«epasumauuonHoeo d¢pexma» [40] u axcnupamopnoii
KT 0rs 6visi61eHuUs «6030yuiHbIX A08YUeK» [41].
Hsmenenus no nanabiM KTBP OI'K otpaxkaiot mop-

dosornueckne n3MeHEeHUs B JIETKNX, Kotopbie ripu UMD

MpencTaBisior coboit marrepH OUIT.

OcHoBHbiMu Tipu3HakamMu OUIT mpu KTBP OT'K s8B-
JISTIOTCS:

* mpeo0JagaHue U3MEHEHUI B KOPTUKAJIbHBIX U 0a3aib-

HBIX OT/IEIaX JIETKHUX;
*  nuddy3HbIE TBYCTOPOHHUE PETUKYIISIPHBIE U3MEHEHUST;

* MeJIKHE CYOIIeBpaibHbIE BO3AYIIHbIE KUCTHI («COTO-

BOE» JIETKOE)

u /v
*  mepudepudeckue TpaKIIMOHHbBIE OPOHXO- MJIU OpOH-

X1oJ03KTa3kl [42] (puc. 1-3).

«MartoBoe CTEeKJI0» MOXKET TIPUCYTCTBOBATh Ha (poHE
PETUKYJISIPHBIX U3MEHEHUI U «COTOBOT0» JIEFKOTO, HO HE
IOJKHO MPEeBaIMpOBaTh Hal APYTMMU U3MEHEHUSIMU.
«MatoBoe cTekJ10» sIBIsieTcs Mpu3Hakom pubposa [43].

Briaenstorcst Heckonbko narrepHoB OUIT mo naHHbIM
KTBP OT'K (1ab6:x. 1).

IMpu KTBP-nmarrepue tunnunoit OUIT u ximaunye-
CKMX JaHHBIX, cooTBeTcTBYIOmMX MJID, nis moarsep-
KIACHUS JUarHo3a He peKOMEHAYeTCsl BhIMOJHEHUe O1o-
ricuu (xupyprudeckoii (XBJI), TpaHCOpOHXMANTBHON MITH
KPHUOOHMOIICUN) JIETKOTO M OPOHX0AIbBEOJISIPHOTO JIaBa-
xa (BAJT) [23].

‘Yposens yoenutebHOCTH pekoMenaanuii — C (ypoBeHb
JI0CTOBEPHOCTH J0KA3ATENBCTB — 5).

Kommentapuu. B coomeemcmeyroweil kaunuueckoil cu-
myayuu cneyuguunocms nammepra munuunoi OHUII oas
ouaerocmurxu UJID npu KTBP OT'K docmuzaem 94— 100 %,
umo no3eonsem nocmasums ouaznosz HJID be3 uneazugnvix
OJuaenocmuyeckux emeuiamenscme [44, 45].

BoabHBIM ¢ KIMHUYECKUM nomo3peHneM Ha MJTD
U BbISIBJIeHEM NaTTepHOB BepositHoit ONTI, comHuTEb-

Puc. 1. TunuyHas kapTrHa OObIYHON MHTEPCTULMATBHOI MHEBMOHUMU T10 IAaHHBIM KOMITbIOTEPHOU TOMOTpaduu BEICOKOTO pa3pelieHus: A — ak-
cualbHbIi cpes; B — dpoHTanbHas pepopmanus; C — carurraibHas pecdhopmaiiust; D — akcraibHbIN cpe3 B MOJIOXKEHUU Jiexka Ha xuBote. Kop-
TUKAJIbHOE pacIpesieieHre U3MEHeHUI ¢ HapacTaHUEeM X OT BepXYIIeK K Anadparme, «COTOBOE» JIETKOE, PETUKYJISIPHBIE U3MEHEHUSI, OTCYTCT-
BUE «MaTOBOTO CTeKJIa». [1pu vccienoBaHUM B MOJTOXKEHUH Jiexka Ha KUBOTE MOATBEPKAAETCSl OTCYTCTBUE «MAaTOBOIO CTEKJIa

Figure 1. A typical picture of usual interstitial pneumonia obtained by high-resolution computed tomography: A, axial section; B, frontal reformation;
C, sagittal reformation; D, axial section in the prone position. Cortical distribution of changes with their increase from the top parts to the diaphragm,
“honeycomb lung”, reticular changes, absence of “frosted glass”. Examination in the prone position confirms the absence of ground glass

Puc. 2. OGbluHast UHTEPCTULIMAIbHAS TTHEBMOHMS, TUTIMYHAs KapTuHa. «COoToBOe» Jierkoe: A — Ha akcuallbHOM cpese; B — nipu pedpopmanu Bo
(pontanbHoit; C — caruTTaabHOM MIOCKOCTSIX

Figure 2. Usual interstitial pneumonia, a typical picture. “Honeycomb” lung on: A, axial section; B, frontal reformation; C, sagittal reformation
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Hoit OUIT unu anprepHatuBHOTO AUMarHo3a npu KTBP
OTI'K nnst monTBepXaeHUs TMarHo3a PeKOMEeHIyeTCs Bbi-
nosHeHue XBJI [23].

‘YpoBeHb yoeaureibHOCTH pekoMeHaanuii — C (ypoBeHb
JIOCTOBEPHOCTH 10KA3ATEJIbCTB — 5).

Kommentapuu. K7BP-nammeprul 6eposmHoll Uau COM-
numenvnoii OUII menee cneyuguunvt ons UJAD, nosmomy
¢ yenvto 6osee MOYHOI OUeHKU NPO2HO3a U 6blbopa bosee
cneyugpuunoi mepanuu mpedyemes XbJ1 [23, 46].

B nacmosiwee épems onyoauKko8ano HedoCmamouHo
doKkazamenvHuiX 0aHHbIX 045 paspabomKu peKkomeHoauull
«3a» UAU «NPOMUB» UCHOAb308AHUS OpY2UX U008 OUONCUU
N1e2K020 (MpaHCcOPOHXUANbHOU UAU KPUOOUONCUU) ) DONbHBIX
¢ Kaunuueckum nodosperuem na UJI® u nammeprom gepo-
amuoit OUII, comnumenvroit OUII uau arvmepHamuHovim
duaenozom no dannoim KTBP OT'K [23].

Y OOJIbHBIX ¢ KIIMHUYECKUM TTo103peHreM Ha NJID,
TIpU BBISIBJIEHUU TIaTTepHOB BepositHOit OUII, comHm-
teabHoi OUTT iy anbTepHaTUBHBIM JUATHO30M 10 JaH-
HbeiM KTBP OT'K pekomeHayeTcst LIUTOJIOTMYECKUI aHATN3

KnuHnyeckue pekomengauuu « Clinical guidelines

Puc. 3. O6bruHast UHTepCTUIIAATIbHAST
MHEBMOHMS: TUITMYHASI KAPTUHA.
TpakLMOHHBIE OPOHX03KTa3bl B KOPTH-
KaJbHBIX OTJeJax Jerkux Ha pedopManuu:
A — B KOCOI1 TIIIocKOCTH; B — Ha akcmnaib-
HOM cpe3se

Figure 3. Usual interstitial pneumonia:

a typical picture. Traction bronchiectasis in
the cortical sections of the lungs with refor-
mation in: A, oblique plane; B, axial section

BAJI mist nuddepeHIManbHON TUarHOCTUKK C APYTUMU
N3J1[23].

‘Yposens yoenuterpHOCTH peKoMeHnanuii — C (ypoBeHb
JIOCTOBEPHOCTH JI0KA3aTeNbCTB — 5).

Kommenrapun. Kiemounwiii cocmae bAJI moycem no-
Moub 6 dughghepenyuanvroil duaenocmuke UJID ¢ dpyeumu
guoposupyrowumu U3J1. Tax, npu UJID npouenmmoe cooep-
Jcanue Heilmpoguroe ¢ BAJI eviute, wem npu eunepuyscm-
sumenvHom nHeemonume, HCHUII u 303unoghurvhoil nHee-
MOHUU; NPOYEHMHOe CO0ePIUCAHUE I03UHOPUN08 HUdICe, YeM
npu 303UHOPUABHOI NHEBMOHUU, NPOYEHMHOe cO0eplcanue
aumepouumos nuxce, uem npu HCHUII, capxoudose, kpun-
MO2EHHOI OPeAHUBVIOUEIICS NHEGMOHUU U AUMPOUUMAPHOTL
UHmMepcmuyuansHoli nHeemonuu (coomuowenue CD4 / CD
6 BAJI npu UJID nuice, wem npu capkoudose, u goluie, 4em
npu HCHII) [23].

ITpu onHOBpeMEeHHOM BbIsiBIeHUHU 110 JaHHBIM KTBP
OI'K marrepna OUIT u smpuzembl peKOMeHIyeTcs yKa-
3bIBaTh B AuarHo3e KJIMD B cBsI3M ¢ 0COObIM TeUeHUEM
takoro penoruna NJI® [23].

Tabauua 1

Komnblomepuo-momoepalﬁultecxue duaznocmuveckue Kameeopuu 00bIuHOT unmepcmuuuaﬂbuoﬁ NHeeMOHUU

Table 1

Computed tomography diagnostic categories of usual interstitial pneumonia

KTBP-kapTuHa,

Tunuynas OUN BeposTHas OUM ComnutensHas OUMN He cooTeeTcTRylowas OUM
Pacnpepenenne | Mpeobnaganue B 6asanbHbix otaenax  [peobnapaHue B 6a3anbHbix BapuabenbHoe lpeo6nagaHue B BEPXHUX U CPEAHUX
(pexe audbchysHo) M cy6nneBpanbHo U cyGnneBpanbHbIX oTAenax unu gudcpysHoe oTaenax
Pacnpepenenune 06b14HO Pacnpepenenue 06b14HO IepubpoHxoBackynspHbIe
reTeporeHHoe reTeporeHHoe M3MEHEHMS! C UHTAaKTHOCTbIO CybnneB-
panbHbIX OTAENOB
Mpu3aHaku «CoToBOE» nerkoe PeTukynsipHble u3meHeHus ¢ nepu-  ®ubpo3s 6e3 kakux- TNioBble 3 nepeyncneHHbIX: npeobnapa-

PeTukynsipHble U3MeHeHWs ¢ nepuce-
PUYECKUMU TPAKLMOHHBIMM GPOHXO-
1 6poHxuonoakTasamu* HbIW AnarHo3
OTcyTCTBME NPU3HAKOB, NO3BONSAIO-

LUMX 3an0A03PUTb anbTePHATUBHBIIH

[LmarHo3

thepnyeCKMMM TPaKLIMOHHBIMM
GpoHxX0- 1 BpOHXMON0IKTa3aMK;
OTCYTCTBYET KCOTOBOEY NETKoe

nm6o ocobeHHocTeN, HWEe KOHCONMUAALMM, pacnpocTpaHeHHoe
NO3BONSIOLNX 3aN0- «MaToBOe CTeKmNo» (6e3 Npu3HakoB 06o-
no3putb OUMN crpenus UN®), pacnpoctpaHeHHas mo3a-

WYHOCTb C 4eTKO O4epyYeHHbIMU «BO3-
AYWHBLIMY NOBYLIKaMU» Ha BblAOXe, MHO-
XeCTBEHHbIe o4aru Unu KUCTbl

OTcyTCTBVIe NpPU3HaKoB, No3BonA-
HOLWKX 3an0A03pUTL anbTepHaTUB-

Mpumeyarme: OUM - obbluHast uHTEPCTULMANBHAS NHeBMOHMS; KTBP — koMnboTepHas ToMorpadms Bbicokoro paspellenus; NG — nguonatnyeckuit nerodHbii (ubpos; * — MoryT npucyTcToBaTh

CnaBoBLIPaKeHHOE «MaTOBOE CTEKNOY, PETUKYNSPHBIE U3MEHEHNS, OCCUGMKaLV.
Note: *, mild ground glass, reticular changes, and ossification may occur.
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‘YpoBeHb yoeauTeibHOCTH pekoMeHaanuii — C (ypoBeHb
JIOCTOBEPHOCTH J10KA3aTeNbCTB — 5).

Kommenrapun. Kiunuueckumu ocobeHnocmsamu cuHopo-
ma KJIDD seanromes nasuuue evbipadncenHoli 00blKYU npu
HepeoKo HOpMAanbHbIX chupoepaguueckux nokazamensx [1],
a makice WUpoKas pacnpocmpanHeHHoOCMy U mA}Ccecmsy ne-
eounotl eunepmensuu (JII), cywecmeenno yxyowarouei
npoenos 3aboneeanus [47].

[TaimeHToB ¢ KIMHUYeCKUM Togo3peHremM Ha NJID,
natrepHoM OUII u npuszHakaMu TieBponapeHxuma-
To3HOTO (pubposnacrosa o nanaeiM KTBP OT'K nocie
MITO pekomeHayeTcsi paclieHUBaTh Kak 60JbHbIX UJTD
B CBSI3U CO CXOJTHBIM KJTMHUYECKUM TEUEHUEM U MPOTHO-
30M 3THX 3a0oJieBaHuii [23].

‘Yposens yoenutebHOCTH pekoMeHaanmii — C (ypoBeHb
JI0CTOBEPHOCTH JI0KA3ATENbCTB — 5).

Kommentapuu. [liesponapenxumanvHuiii pubpossa-
cmo3 — npoepeccupyroujee huoposupyrouee MU3J1 neussecm-
HOU 3muoaoeuu. Jlis nieeponapesxumanvhoo guoposna-
CMo3a MUNU4Hbl HePaABHOMEPHOe YMOAWeHUe NAeapbl U Ha-
AudUe y4acmKoe cyoniespanbHoll KOHCOAUOAUUY Ne20HHOI
NAPeHXUMbL 8 BEPXHUX U CDEOHUX 0MOeAax AeeKux no OaHHbIM
KTBP OIK.

2.4.2. Mopgponoauyeckas duaeHoCMUuKa

OcHoBoit Mopdoornaeckoit muarHoctTuku NJID sBis-
eTcd BhIsIBIeHHe Mopdoiornyeckoro narrepHa OUII.

Mopdonornueckuit nnario3 OUII pekomenayercs
ycTtaHaBauBaTh y 00ibHbIX M3J1 ipu BhIsIBJIEHUU B OUOTI-
TaTax JIETOYHOI TKAHU TeTePOTEHHBIX U3MEHEHU I apXu-
TEKTOHUKH JIETKMX 3a CUET YYaCTKOB IIJIOTHOTO (hrubpo3a,
4acTo ¢ GOPMHUPOBAHUEM «COTOBBIX» CTPYKTYD, B COUETA-
HUU C y9acTKaMU MeHee TTOpakeHHOM (MM COXPaHHOI)
TapeHXUMBbI U TIPU OTCYTCTBUM TTPU3HAKOB aTbTePHATUB-
HOTO 3a00JieBaHus JIeTKuX [1].

‘YpoBeHb yoeaureibHOCTH pekoMeHaanuii — C (ypoBeHb
JIOCTOBEPHOCTH J10KA3aTeNbCTB — 5).

Kommenrtapun. 9mu namoeucmonocuveckue usmeHenus
00bI4HO Haubonee 8bIPaNCceHbl 8 CYONNEBPANbHBIX U Napacen-
manvHbix 30Hax (puc. 4). Humepcmuyuanvroe socnanerue
00bIMHO BbIPANCEHO YMEPEHHO, 8 8UDe 04A208bIX UHPUNL-

mpamog, cOCMosAUUX U3 AUMPOUUMOE U NAA3MAMULECKUX
Kaemok. B 30nax ¢pubposa mocym ecmpeuamucs m. H. puopo-
onracmuueckue hokycwl, cocmosuue uz nPoAUGepupyrouux
guobpobracmos u muoghubpoobaacmos (puc. S). «Comoswie»
CMPYKmMypbl NPe0Cmagasiom co00il KUCMO3Hble NOAOCMU
¢ pubpo3HOI CMEHKOIl, 00bIMHO BbICIMAAHHbBIE OPOHXECONSPHBIM
anumenuem, KOMopble MO2Ym co0epiucams CAU3b U KAemKU
socnanenus (puc. 6).

BbineneHbl HECKOJBKO THCTOJIOTMUECKUX MAaTTEPHOB
OMII (taba. 2) [23].

2.4.3. OyHKyUOHaNbHas AuazHOCMUKa

ITo pe3ynabraTaMm JEerouyHbIX (PyHKIIMOHAIBHBIX TECTOB
y 60sibHBIX ¢ 1JID 06BIYHO BHISIBIISIIOTCS] PECTPUKTUBHbBIE
BEHTWISILIMOHHbIE HAPYIIEHUSI C YMEHbBILIEHUEM JIETOUHBIX
00BbEMOB U CHMXKeHUEM AU(MPY3MOHHOM CITOCOOHOCTU
JIETKUX 110 MOHOOKcuy yriepona (DL ) [48].

Y Bcex manmeHToB ¢ MJID pekomenayeTcs BHITTONTHSITh
WCCIIeIOBAaHME HECTTPOBOIIMPOBAHHBIX JIbIXaTeIbHBIX 00b-
€MOB U TIOTOKOB JJIsI yTOUHEHUSI XapaKTepa U BbIpaXKeH-
HOCTHY HapylIeHWI JIETOYHOW BEHTUJISILIMU, a TAKXKe MO-
HUTOPUPOBAHUE CKOPOCTH TiporpeccupoBanust MO [1].

‘YpoBenb yoenurensHocTu pekomenaanuii — C (ypoBeHb
JI0CTOBEPHOCTH J0KA3ATENbCTB — 5).

Kommenrapuu. 3uauenue ¢hopcupo8anHoll scu3HeHHO
emxocmu neekux (DPXKEJI) das npoenosa semanrsHocmu
6 nepuod ycmanogénienus ouaenoza UJID okonuamenvHo
He onpedenero, o0nako cHuxcenue DXKEJI ¢ abcoromubix
sHauenusx Ha > 10 % 6 meuenue 12 mec. 6 npoyecce Haono-
OeHus 3a O0AbHBIM C8UAEMEeNbCmEYem 0 NPoepeccupo8anuul
3a601e6aHUS U ABAAEMCS CYPPOLAMHIM MAPKEPOM PUCKA
snemanvHocmu [1].

Y Bcex nanmeHToB ¢ MJIMD pekoMeHayeTcsi U3MepeHue
DL, 11t BBISIBJICHUS HAPYIIEHUI Ta3000MEHHOM (PYHK-
LUK Jierkux [1].

‘YpoBeHb yoeaureibHOCTH pekoMeHaanuii — C (ypoBeHb
JIOCTOBEPHOCTH JI0KA3aTeNbCTB — 5).

Kommentapun. Beauuuna DL, < 40 %, . 6 nepuod
yemanoenenus ouaenosa UJ1D sensemces docmosephvim gak-
mopom pucka cmepmu [35]. Cruxcernue DL ., 6 abconrommbix
sHauenusx Ha > 15 % (napsdy co chuxncenuem PKEJI unu

Puc. 4. OGbluHasE MHTEepPCTULIMATbHAS
MHEBMOHUS: yyacTKu ¢ubpo3a B IO~
TJIEBPAJIbHBIX U NTApacenTaJlbHbIX 30HAX

Figure 4. Usual interstitial pneumonia:
areas of fibrosis in the subpleural and
paraseptal zones

Puc. 5. O6bluHast UHTEpCTULIMATbHAS] THEBMOHUST: MUO(U-
OpobacTyeckuii GoKyc B MeCTe IMepexoia pecruparop-
HO¥1 OPOHXMOJIBI B aTbBEOJIBI

Figure 5. Common interstitial pneumonia: myofibroblastic
focus at the junction of respiratory bronchiole and alveoli

Puc. 6. OGbluHast HHTEPCTULIMATbHAS
[THEBMOHMSI: «COTOBBIE» CTPYKTYPBI
Figure 6. Usual interstitial pneumonia:
“honeycomb” structures
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Tabauua 2

Tucmoaocuueckue nammepHsl U nPpU3HAKU 00b14HOl uumepcmuuua/tbnoﬁ NHeeMOHUU

Table 2

Histological patterns and features of usual interstitial pneumonia

Tunnynas OUN

MnoTHbIi MGPO3 C HapyWeHNAMM
APXUTEKTOHUKM JIErOYHON TKaHM
(«coToBoe» nerkoe)

BepositHas OUN

MpucyTCTBYHOT HEKOTOPLIE NPU3HAKN
TunnyHoi OUM, Ho UX BbIpaxeH-
HOCTb He NO3BONSET FOBOPUTL

o Tunny4Hoi OUM / UNd

®1OPO3 C HapYLIEHNAMU apXUTEKTOHM-
K1 N 6e3 TaKoBbIX, C NPU3HaKaMK
nartepHa OWUM nunu BTopuyHon OU,
BbI3BaHHOM APYrUM (hINGPOTUYECKUM

ComHutenbHas OUMN ‘ AnbTepHaTUBHLIA AUarHo3

Mpu3uaku ppyrux UAN (Hanpumep, otcyTeT-
BMe dmbpobnacTuyeckux hokycon
UnK pbixnbii u6po3) Bo Beex Grontatax

3aboneBaH1eM nerkux*

MpeumyLiecTBeHHO CybnneBpanbHoe
1 napacenTanbHoe pacnpeaenexue
¢hubpo3a

OTCyTCTBYE NPU3HAKOB anbTepHa-
TUBHOTO 3ab0neBaHus

unu

OvaroBblii hubpo3

TucTonornyeckue npusHaku apyrux 3abone-
BaHWiA (rMnepyyBCTBUTENbHbI MTHEBMOHMUT,

NaHrepraHCoKNeTouHbII MUCTUOLMTO3, cap-

KoMp03, NMME)aHronenoM1omaros)

HekoTopble npuaHaku TunnyHoi O,

HO NPV 3TOM UMEIOTCSA NPU3HAKM anb-
TepHaTUBHOrO 3aboneBaHns™

®ubpobnactuyeckue okychl Hanuume Tonbko «coToBOrO» nerkoro

OTcyTCTBME NPU3HAKOB ankTepHa-
TUBHOrO 3a6oneBaHus

Mpumeyatme; OUIM - 0BblyHas MHTepCTALMAnbHAs MHeBMOHuS; AT® - navonaTuyeckiit neroutbii dubpos; MMM - upuonatnyeckue MHTEPCTALMANBbHBIE MHEBMOHUY;, * — TPaHyNeMbI, IManuHOBLIE
MeMOPaHb! (OTMMYaKOLLMECS OT TaKOBBIX MpU 0GOCTPEHM MIMONATUYECKOTO NEro4Horo (h1bpo3a), BhipaeHHoe NepuBpOHXManbHoe pacnpenerneHie U3MEHEHHI, Y4acTKU MHTEPCTULMATbHONO BOC-
naneHws, He cBA3aHHbIE ¢ POPO30M, BbIPAXEHHBIA XPOHUYECKNil (rBPO3 NNeBpbI, OpraHi3ytoLLasCcst THEBMOHHS; ** — BOCTIANUTENbHbIE KNETOUHbIE MHGUMBTPATHI BHE 30H «COTOBOTO) NMErKoro,
BbIP@XEHHas IMMKOUaHAS TUNEpMNasvis, B T. Y. C BTOPUYHBIMY TepMUHATUBHBIMI LIEHTPaMM, YeTKOE NepnBpoHXuarnbHOe pacnpenerneHue U3MEHEHHI, B T. 4. ¢ pacripoCTpaHeHHOI nepubpoHXyo-

NSIPHOI MeTannaave.

Note: ¥, granulomas, hyaline membranes (different from those during exacerbation of idiopathic pulmonary fibrosis), pronounced peribronchial distribution of changes, areas of interstitial inflamma-
tion not associated with fibrosis, marked chronic pleural fibrosis, organizing pneumonia; **, inflammatory cell infiltrates outside the areas of the “honeycomb lung’, severe lymphoid hyperplasia,
including those with secondary germinal centers, a clear peribronchial distribution of changes, including widespread peribronchiolar metaplasia.

be3 makogoeo) 6 meuenue 12 mec. 8 npoyecce HabAOOeHUS
3a O0NbHBIM NPU OMCYMCMBUU ANbIMEPHAMUBHBIX NPUMUH CEU-
demenbcmayem 0 npoepeccupo8anul 3a001e6aHUS U AGASeMCs
Cyppoeamtbim mapkepom pucka aemanviocmu [1]. Ha pannux
cmaodusix UJID moxcem Ovimb 8blA6AEHO U30AUPOEAHHOE CHU-
acerue DL ., npu Hopmanvhoix reounvix obsemax. Ilpu npo-
epeccupyrouem u30auposanrom chuxcernuu DL . npu moru-
Mopuposanuu meverust 3a001e6aHuUs Mpedyemcs UCKAIOHeHUe
namono2uu 1e2ouHbIX cocyoos, 6 nepayto ouepeds — JIT [49].

¥ Bcex nanyeHToB ¢ MJIM pekomeHayeTcst BHITOIHSITh
6-MIIT a5t 06bEKTUBHO# OLICHKU X (DYHKIIMOHATBHOTO
COCTOSTHUSI, TIOTPEOHOCTU B KUCJIOPOAOTEPAITUHU, OIIpe-
JIleJIEHUS TPOTrHO3a, a TaKKe OLeHKU d3(POEKTUBHOCTHU
JIETOYHOI peadbunutauuu [1].

Yposens yoeautebHOCTH pekoMenaanuii — C (ypoBeHb
JIOCTOBEPHOCTH J0KA3aTeNbCTB — 5).

Kommenrapuu. /Ipocnocmuueckoe 3HaueHue umerom He-
ckonvko napamempos 6-MIIT — npoiidennas ducmanyus,
Odecamypauus < 88 % u ckopocmb 60CCMAHOBACHUS NYNbCA
no oxonuanuu mecma [50—52]. 6-MIIT noszsoasem npo-
2HO3UPOBAMb NeMmanbHOCMb 60abHbix HJID, oxcudarouux
mparncnaanmauuio neekux [53, 54]. 6-MUIT ne nokasan 6oab-
HbIM, Y KOMOPbIX X00b0A AUMUMUPOBAHA OPYUMU NPUMUHAMU
(Hanpumep, namonoaueil ONOPHO-08UAMEAbHO0 ANNAPama,),
a maxxce navuenmam ¢ HJID nozonux cmaduii [55].

2.5. MHble guarHocTnyeckue uccnenoBaHus

MIIO pekomMeHIyeTCs IIPOBOIUTD IO MTOBOY BCEX TTaIl-
€HTOB ¢ rTogo3peHneM Ha NJID ¢ 1ebio MoaATBepXKIACHAS

nuardo3a MJI® u obcykaeHus TaKTUKY JedeHust [17,
24].

‘Yposens yoenutenbHOCTH pekoMenaanuii — C (ypoBeHb
JIOCTOBEPHOCTH JI0KA3aTeNbCTB — 5).

Kommentapuu. MI10 Heobxo00umo npogodums no noeody
ecex nayuermos c puopomuueckumu M3JI dns yemanoene-
HuUs duaeHosa, onpedeneHus NompeoHocmu 8 Ouoncuu nee-
K020 u dpyeux 0UuaeHOCMU4ecKux Meponpusmuil, a makaice
ebl00pa onmumanvHoil mepanuu. B cocmae muozonpoghuns-
HOIL 2pYynNbl CHeUUANUCMOE Q0ANCHBL 0053AMENbHO 6X00UMb
caedyroujue Cneyuatucmeol: NYAbMOH0A02, PEHMEEHON02
U hamonoeoanamom ¢ onvimom ouaenocmuxu M3JI, makaice
B03MOJICHO Yuacmue peemamosnoea, npoghnamonoea,  om-
deavrbix cayuasx — eenemuxa. QocyscoeHue Mojcem nposo-
JumbCs ¢ NOMOWbIO MeaeMeOUUUHCKOU KOMMYHUKayuu [24].

3. lleyeHue, BKNKOYAsA MeANKAMEHTO3HYH

1 HeMeAWKAMEHTO3HYH Tepanuio, AueToTepanuio,
o0e3bonuMBaHne, MeAULIMHCKME NOKa3aHus

¥ NPOTMBONOKA3aHMA K NPUMEHEHUI0 METOAO0B
neyveHus

3.1. KoncepsatueHoe neyeHue

3.1.1. MedukameHmo3Hoe ie4eHue

B nHacrosiiiee Bpemst MoHotepanusi ' KC ne pekomenay-
ercsa s teuenust LJID [56—60].

‘Yposens yoenurempHOCTH peKoMeHnanuii — C (ypoBeHb
JIOCTOBEPHOCTH JI0KA3aTeNIbCTB — 5).
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KommenTtapun. [lo dannvim pempochekmusHbvix uccie-
doesanuii, monomepanus I'KC ne éausem na vlicusaemocms
oonvhvix UJID |56, 57]. daumenvnas mepanus T'KC mo-
Jcem conposolcoamscs cepbe3HbiMi N0OOYHbIMU ek -
mamu [58—60].

B HacTostiiee Bpemst Teparusi IpOTUBOOITYXOJIEBEIMU
(IMTOCTAaTUYECKUMU) TIpeTTapaTaMy KaK B BUIE MOHOTe-
parmu, TaKk 1 B KomOuHauu ¢ 'KC, He pekomeHmyercst
st nedeHust IO [2].

Yposens yoeautebHOCTH pekoMenaanuii — C (ypoBeHb
JIOCTOBEPHOCTH J10KA3aTeNbCTB — 5).

Kommenrtapun. B Hacmosiuee epems Hem yoeoumensHoix
dokazamenvcme 00 yayuuleHUU BblICUBACMOCIU 00NbHbBIX
HJID, nonyuasuiux npomusoonyxonesvie (yumocmamuueckie)
npenapamol (aHano0eU a30MUCHO0 URPUMa — yukaogocgpa-
mud’ (ko0 anamomo-mepanesmuuecko-xumuueckoi (ATX)
kaaccugukauuu — LOIAAOI), dpyeue ummynodenpeccanmol —
azamuonpun’ (k00 ATX: LO4AX01), kak 6 éude monomepanuu,
mak u npu komounayuu ¢ I'KC) [1]. Tepanus npomusoonyxo-
NeBbIMU (UUMOCMamu4ecKumu,) npenapamamu Molcem co-
NPOBOINCOAMBCA PA3BUMUEM CEPbE3HbIX NOOOUHBIX I peKmos.

MoHotepanuio anetuianuctennom’ (kog ATX:
RO5CBO01) ne pekomenayercss Ha3HaUYaTh BCEM OOJbHBIM
WNJI® B pyrnHHOM nopsiake [2, 61].

‘YpoBeHb yoeauTeibHOCTH pekoMeHaanuii — C (ypoBeHb
JIOCTOBEPHOCTH JI0KA3ATENbCTB — 5).

Kommenrapun. /Ipu monomepanuu avemuayucmeu-
Hom' docmoeepHo He YAYHUuUACA HU 00UH U3 3HAYUMBIX O
0016HO20 NOKA3amenetl, 6KAUas eviycusaemocms [62, 63].
Tepanus auemunyucmeurom’ modxcem Ovimo d¢phexmue-
Holl y nayuenmos UJID c onpedenennbimu eeHemu1eckumu
noaumopgusmamu (Hanpumep, TT-eenomunom TOLLIP),
a makoce y 60AbHbIX UHMEPCMUYUANbHOI NHEGMOHUel
¢ aymoumMmyHHbIMU nposeaeHusmu (npu Haauuuu KT- uau
eucmonoeuyeckoeo nammepua OHII u nosodxcumensHuix am-
muHyKaeaphvix anmumen) [64].

KoMOuHMpoBaHHas Teparivs aleTmInucTenHoM, asa-
tuonpuHoMm’ 1 npenuusononom’ (kox ATX: HO2AB06)
(TpoiiHas KOMOWHAILIVsI) He PpeKOMEHAYeTCs ISl JIEYEHUST
NJI® [2].

‘YpoBeHb yoeaureibHOCTH pekoMeHaanuii — C (ypoBeHb
JIOCTOBEPHOCTH JI0KA3ATENbCTB — 5).

Kommentapuu. Komobunuposannasa mepanus nepopans-
HbIM auemuayucmeuHom’, azamuonpunom’ u npeoHu3010-
HOMT (Mpolinas KomMOuHayus1) He 0Ka3bl86aem 3HAUUMO20
BAUAHUS HA QYHKYUOHAAbHBIE NOKA3amenu, 1emaibHOCMb
u uacmomy obocmpenuii UJI®@ [65, 66].

Am6puseHTan’ (kog ATX: C02KX02) He pekomMeHay-
erca st iedenust MJID He3aBUCHMO OT HaJIW4Usl WU
otcytcTBUs y HUXx JIT [2].

‘Yposens yoenutebHOCTH pekoMeHaanmii — C (ypoBeHb
JIOCTOBEPHOCTH I0KA3ATEIbCTB — 5).

Kommenrapuu. Ecau nayuenm ¢ UJID u JIT npunumaem
amopuzenman’, neuerue 00ANCHO OblMb NPEKPAULEHO 8 CEA3U
C NPOCPECCUPYIOUUM CHUIICCHUEM Ne2OYHOU (QYHKYUU HA hoHe
mepanuu amopuzenmanom’ y 6oavroix UID [67].

Cunpenadun (kong ATX: G04BEO03), 6o3eHTan’ (kox
ATX: C02KXO01) u mauurenran’ (kox ATX: C02KX04)
He peKoMeHaywTcs 1ist teyeHnss IO [2].

‘YpoBeHb yoeaureibHOCTH pekoMeHaanumii — C (ypoBeHb
JI0CTOBEPHOCTH J0KA3ATENBCTB — 5).

Kommentapuu. Curdenagua, 603enman’ u mayumen-
man’ He pekomendyemcs npumenams 0as neerus UJ1D
8 C8A3U C OMCYMCMBUEM NOAOICUMENbHBIX KAUHUHECKUX
De3yabmamos U 8biICOKOU 4acmomoil cepbe3HbiX NOOOUHbIX
aggexmos [2]. Cusdenagua modcem ucnorb3oeamocs
y 6oavhbix UJID no dpyeum nokaszanusm, makum Kax JII'
unu dpyeue eapuanmol OUCQYHKUUU npasoeo dceayoouxa [2].
bosenman’ u mayumenman’ ne oKazviearOm noAONCUMENb-
H020 AUAHUSL HA N€20UHYI0 2eMOOUHAMUKY Y 00abHbIX HJTD
daxice npu Haauquu JIT'[2].

Bapdapun’ (kox ATX: BOIAA03) He pekomeHayeTcs
st ewenuss 1D [2].

‘Yposens yoenutebHOCTH peKoMeHaanuii — C (ypoBeHb
JIOCTOBEPHOCTH JI0KA3aTEJbCTB — 5).

KommenTapuu. IIpumenenue nepopasvioeo éapgha-
puna’ ons neuenus MJID césa3ano ¢ nosvlueHueM pucka
nemanvHoeo ucxoda |68). Ipu Haruuuu y 60avnoco UID
NOKA3aHUI K GHMUKOA2YASAHMHOU mepanuu, Hanpumep
mpom603a enyoboKuUx 6eH 204eHU, MepyamenbHoll apum-
muu, eapgapun’ mocem UCnOAb306AMbCA 8 KAHeCmee
AHMUKOA2YAAHMA 8 COOMEEMCMBUL C CYUW,eCMEYIOUUMU
KAUHUYeCKUMU PeKoMeHOayusamu 0As Ae4eHus Imux 3a00-
AeeaHuil. JlaHuas pekomeHoauyus He pacnpocmpaHsemcs
Ha npumeHenue Opyeux AHMUKOAYNIHMO8, HA3ZHAYAEMbIX
no dpyeum noxazanusm [2].

MHrnouTopbl NpOTOHHOM MOMITb pEKOMEHIYIOTCS JIJ151
sieyeHnst 60s1bHBIX MJID rpy HaIMmymy KIMHWYECKU 3HA-
yumoro I'DP [69, 70].

‘Yposens yoenutebHOCTH peKoMeHaanuii — C (ypoBeHb
JIOCTOBEPHOCTH JI0KA3aTEJbCTB — S).

Kommentapuu. /1o danusim psda uccaedosanuil ycma-
HoeneHo, umo npu dobasneruu k mepanuu MJ1D uneubumo-
P06 npomouHoti nomnst nosviuiaemess OXKEJI, cuuxcaemcs
yacmoma obocmpenuii |69] u yayuwaemes viocusaemocms
ooavrvix UJID [70]. Boavubie, noayuarouwue nupghernudon’
(k00 ATX: LO4AX05), He doaxchbl aeuumscsi oMenpaszonom’
(k00 ATX: AO2BC01) 66udy HexceramensbHoeo AeKapcmeeH-
H020 83auMo0delicmeus, 8 mo 8pemMs Kax opyeue UuHeuOUmopbsl
NPOMOHHOL NOMNbL MO2YM UCHOAb308AMbCS 00HOBPEMEHHO
¢ nupgerudonom’ [70].

Y Bcex 6onbHbIX NJID pekomeHayeTcs IeueHUe po-
TUBOOITYXOJIEBBIMHU TIpeTapaTaMu 1 APYTUMU UMMYHOIE-
npeccaHTamu (aHTU(PUOPOTUIYECKUMU TIperapaTaMu) —
HUHTeAaHu6oM vn mupdernuaonom’ [71].

'YpoBeHb yoenuTeIbHOCTH peKoMeHaanuii — B (ypoBeHb
JIOCTOBEPHOCTH JI0KA3aTeJIbCTB — 1).

KommenTapun. B nacmosiwee épems KauHu4eckas g-
gexmusrnocmo 6 aewenuu HJID dokazana moavko ons 2 npe-
napamos, 3apeeucmpupogantsvix ¢ Poccuiickoii @edepa-
yuu, — Hunmedanuoa’ (k00 ATX: LOIXE31) u nupghenudona®
(k00 ATX: LO4AX05).

Tepanus nunmeodanubom’ unu nuppernudonom’ nozeons-
em 3ameodaums ckopocmo cHudcerus PXKEJI, ymenvuiumo
puck obocmpenuii UJID u puck nremanvroeo ucxoda [72,
73]. Hokaszana cxoonas s3¢hpexmuernocmo Hunmedanuoa’
u nupghenudona’ y 60abHbIX ¢ QYHKUUOHANbHBIMU HAPYUIEHU -
amu pasnoi cmenenu maxcecmu |74—82]. Ilockonavky uenvio

3nech 1 manee: T — ieKapcTBEHHbIE Mpenaparhl, BXOASIIE B niepedeb «Kn3HeHHO HeoOXOTUMBIE 1 BAXHEHIIHe JIeKAPCTBEHHbIE MPEaparhl».
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JNeYeHUs 645emcs 3amedNeHue npoepeccuposanus 3a0one-
8aHUsL, ONUMENbHOCMb Aeyenus He onpedenena |69, 83, 84].

Ilo dannbim kaunuueckux uccaedoganuii I1—I11 gpazel,
npu npueme npenapama HUHMeOaHuo' noKazano cHudceHue
yacmomot obocmpenuti na 47 % [77], cpeduss evincusae-
MOCMb Y NAYUEHMO8, NOAYHAGUIUX HURMEOaHUO' Ha 0CHOge
pacnpedeaenus Beiibyna, cocmasuna 11,6 (95%-nwiit J1H —
9,6—14,1) e00a |72]. B uccaedosanusx 111 ¢pazvr Hunmeda-
HUb" paccmampueancsa y nayuernmos ¢ KTBP-nammeprom
eeposimuoit OUTI 6e3 XbJI, DXKEJ > 90 %, , HopmanbHbi-
MU ROKazamensimu cOOMHOULeHUst 00sema GopcuposanHoeo
ebidoxa 3a 1-io cexyndy u ©OXKEJI, a makace y nayuenmos
cmapuie 80 rem [85].

PexoMmeHaanmm 1Mo MCIOJIb30BaHUIO JIEKAPCTBEHHBIX
CpenCTB pa3HBIX rpymil B Teparmu MJID cymmupoBaHb
B TaOI. 3.

Benenue 60nbHBIX MJI® ¢ XpOHUYECKUM KalllIeM pe-
KOMEHAYeTCs OCYIIECTBIISTh COTJIACHO IIPUHIIUIIAM, TIPH-
HSITBIM IJIST BEACHUS IPYTUX OOJBHBIX ¢ XpPOHUUECKUM
Kamwiem [86].

‘YpoBeHb yoeaureibHOCTH pekoMeHaanuii — C (ypoBeHb
JIOCTOBEPHOCTH JI0KA3ATENbCTB — 5).

V 6onbHBIX MJID ¢ XpoHMYECKUM KallleM UHTUOUTO-
PBI TIPOTOHHOM TTOMITHI PEKOMEHIyeTCs Ha3HAYaTh TOJIBKO
rpu Hayimuuu ['OP [86].

‘Yposens yoeautebHOCTH pekoMenaanuii — C (ypoBeHb
JIOCTOBEPHOCTH J0KA3aTeNbCTB — 5).

BoibHBIM ¢ XpOHMYECKUM KalluieM, pedpakTepHbIM
K CTaHIAPTHOM Tepaluu U HapylIalolM ITOBCEIHEBHYIO
AKTUBHOCTb OOJIBHOTO, P HEI(PMEKTUBHOCTH APYTHX
METOJIOB JICUCHISI peKOMEHIyeTCsl Ha3HAUCHIE OITMOMIHBIX
aHaJILIeTUKOB B paMKax MaJUIMaTUBHOM oMoty [87].

‘YpoBeHb yoeauTeibHOCTH pekomeHaanuii — C (ypoBeHb
JIOCTOBEPHOCTH JI0KA3ATENbCTB — 5).

Kommenrapun. Ilpu naznauernuu onuouodHsix ananvee-
muKoe mpebyemcsi muiamensHas oueHKa 3ggexmueHocmu
u nobouHwvIx d¢hgpexmos uepes 1 ned. newenus u 3amem —
edcemMecayHo 8 nepuood ux ucnoav3osanus [87].

MeTtonnl Tepanuu oboctpeHus MJIM® ¢ nokazaHHOM
s dexkTuBHOCTHIO, BKItouast ' KC, oTcyTcTByioT. B cBs13n

C OTUM B HACTOSIIEEe BPeMsI HEBO3MOXKHO MPEACTaBUTh
crieuuduuecKrie peKOMEHIALIMM O 103aX, ITYTSIX BBEICHUS
u mrenbHocTr Teparnuu [ KC mn6o apyrumu rekap-
CTBEHHBIMU nperaparamu rpu odoctpennu UJID [69,
88—90].

3.1.2. HemedukameHMO3Hoe fieyeHue
JlnareabHas KUCJIOPOAOTEPANIUS

VY naumenros ¢ MJI®P u KIIMHUYECK 3HAYMMOM TH-
nokcemueii B mokoe (mpu SpO, < 88 % B MoKoe Mpu JIbIxa-
HUY KOMHATHBIM BO3[yXOM) peKOMEHYeTCs ITPOBEICHUE
nnutenabHol kuciaoponotepanuu (IIKT) [1].

‘Yposens yoenutebHOCTH peKoMeHaanuii — C (ypoBeHb
JIOCTOBEPHOCTH JI0KA3aTEJbCTB — 5).

KommenTapuu. Koceennoie dokazamenscmea o noab-
se JAKT npu UJID ocnosarbl Ha OaHHbIX, NOAYHEHHbIX 05
00NbHBIX XPOHUHECKOU 00CMPYKMUBHOU O0NE3HbIO N€2KUX.
IIpu nasnauenuu JJKT 6oavrvim UIID (ananoeuuno 601~
HbIM XPOHUUECKOU 00CMPYKMUBHOU 004€3HbI0 Ne2KUX) ee
onumenvHocmb 00ANCHA cocmaeaams > 15—17 v 6 cymku,
eKAOHas nepuod HouHoeo cHa [91, 92].

HeunBa3uBHas BEeHTHISIMSA JIETKIX

I[IpuMeHeHNEe HEUHBA3UBHOM BEHTWISILIMU JIETKUX
(HBJI) ¢ monoxxuTenbHbIM TaBIeHUEM Ha BIOXE PEKOMEH-
nyercs y manueHToB ¢ MJID u runepkamHueil Bo Bpemst
CTalMOHAPHOM JIETOYHOU peabunnTannu [69], a Takke
y OOJIBHBIX C OCTPOI IBIXaTeJIbHOM HEeIOCTATOYHOCTHIO
Ha (poHe obocTperuss UJID [93].

‘YpoBeHb yoeaureibHOCTH pekoMeHaanumii — C (ypoBeHb
JI0CTOBEPHOCTH J0KA3ATENBCTB — 5).

Kommenrapuu. /Ipu HBJI ¢ nososxcumenbrsim dagieHuem
Ha 80doxe 60 8pems HOUH020 cHa Y GonvHbix ¢ U3J1, éxniouas
HIID, u eunepkanuueil yayumanuco nepenocumocmo OH
u kauecmeo Jucusznu [94].

TTonoxcumenshbiil 3¢hgpecm 6 ude cHudICeHUs AeMANBHO-
cmu om ocmpolil ObIXamenbHOl HeQOCMAamo4YHOCMU U PUCKA

Tabauua 3

Pexomendauuu no hapmaronozuueckoil mepanuu uduonamu4eckozo 1e204H020 uoposa

Table 3

Recommendations for the pharmacological treatment of idiopathic pulmonary fibrosis

He Ha3Havatb Tepanml He peKoMeHAoBaHa

AsatvonpuH' + npeaHn3onoH! + rke
auUeTUNLMCTEUHT (TPOIHAA KOMBMHaLWS)

Bapdhapun' LiutocTatuyeckue npenaparbl
AmBpu3eHTaH' BosentaH'
MauuteHTan!
Cungenadmn

AueTtunumctenn’

Tepanml BO3MOXHa Tepanml pekomeHAoBaHa

AHTupedniokcHas Tepanus HuntegaHuo!

MupcernaoHt

Mpumeyanme: TKC - rioKOKOPTUKOCTEPONABI; * — NOKa3aHus K Ha3HaYeHH0, KIMHIYeckas a(eKTUBHOCTb, CBOMCTBA U HEXenaTensHble ABMEHNs ykasaHbl B pasgene 3.1.1 «MeaukameHTosHoe

TIeYerme.

Note: *, therapeutic indications, clinical efficacy, properties, and adverse events are described in section 3.1.1 “Drug treatment”.
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unmybayuu 0bi1 docmueHym y Heboavioeo yucaa (44—45 %)
boabHbIX, XOoMs omcymcmeue HBJI ne éausi0 na npoeno3
y 60abHbIX, 6 OanbHeiuem ymepuiux [93].

WnBa3uBHAS BEHTHIISIIMSA JIETKHX

Y 6onbimmHcTBa 60MbHBIX MJID He peKomMeHayeTCs
MpoBeAcHNEe NHBa3UBHOM BeHTUASLIMM JieTkux (M BJI)
3a UCKJIIOYEHUEM CJIyJyaeB, KOrna MjaaHupyeTcsl mpoBe-
JIeHUe TpaHCIJIaHTallMU JerKux [1].

‘Yposens yoenutebHOCTH pekoMeHaanmii — C (ypoBeHb
JIOCTOBEPHOCTH I0KA3ATEJIbCTB — 5).

KommenTapuu. Ony6auxo6ano HeckoabKo Heb0AbULUX
uccaedosanuii UBJI y 6oavuvix ¢ HJID u dvixamenvroli
HeAoCMAamoYyHOCMbIO; N0 Pe3yAbMamam 6cex YKa3aHHblX
uccnedo8anuil NOAYyHeHa 8blCOKAs GHYMPUOOAbHUYHAS e~
manvHocms [95—97], necmomps na ykazauHolil puck cuc-
memamu4ecKkux ouuooK.

3.2. Xvpypruyeckoe neveHue
TpaHCHJlaHTa[Il/IS[ JIETKHUX

Y naupyenros ¢ MJID ripu HaTMYMu COOTBETCTBYIOIIMX
nokaszaHuit (Tab:1. 4) peKoMeHayeTcs IPOBeIeHUE TpaHC-
IUIaHTalum Jerkux [98].

‘Yposens yoenutebHOCTH pekoMeHaanmii — C (ypoBeHb
JIOCTOBEPHOCTH I0KA3aTEIbCTB — 4).

Kommenrtapuu. 1o pesyismamam omoenavHsix uccae-
008aHUII NOKA3AHO CHUJICEHUE DUCKA AeMANbHO20 UCX00d
6 meueHue 5 1em nocie mpaHcnAGHMAYUU Ne2KUX y 601bHbIX
HJID 98], o0nako moutvie dannbie 0 Haubosee ONMUMAaLb-
HOM 8peMeHU MPAHCHAGHMAYUU NPU IMOM 3a001e6aHUL
omcymemayiom [69]. Ilo dannbim cucmemamuyeckoo 00-
30pa 54 uccaedosaruil nokazana 6o0aee Xopouias 8viicusae-
MOCMb nOCAEe MPAHCIAGHMALUU 000UX A€2KUX NO CPAGHEHUI)
¢ mpancnaanmayuei 00H020 1e2K020, 00HAKO IMU Pe3yib-
mamul Mocym OblMb C8A3AHbL C 0COOCHHOCMAMU ombopa
0046HbIX 051 00HO- AUO0 08YCMOPOHHEL MPAHCHAAHMAYUU
sneekux [98].

Tabauua 4

Ilokaszanus k mpancnianmauuu Ae2Kux npu
uouonamuuecxkom ae2o4Hom puopose [69]
Table 4

Indications for lung transplantation in idiopathic
pulmonary fibrosis [69]

Mopdonoruyeckuit unu KT-natrepn OUM + oguH U3 npusHakos:
DL, <40 %,

* chnxenne ®XEN Ha 2 10 % B Teyenue 6 mec. HabniopeHus

* cHnxenme Sp0, < 88 % Bo Bpemsa 6-MLUIT

* «cOTOBOE» Nerkoe no AaHHbIM KTBP (> 2 6annoB no wkane ¢hnbposa)

Mpumevanme: KT - komnbtotepHast Tomorpadinst; OUIM — 0BblyHas MHTEpCTALMANbHAR MHEBMO-
Hust; DL, — AndbhyanorHas cnocoBHOCTb Nerkix no MoHookeway yrmepopa; ®XEN - dhopeu-
POBAHHaH XVI3HEHHaR eMKOCTb nerkix; SpO,— HacbllLeHue reMorniobuHa apTepuansHoi Kposy
kucnopopoM; 6-MLUT — 6-MUHYTHBIN Lwarosbiv TecT; KTBP - komnbloTepHast Tomorpacis BbICo-
KOO paspeLueHvs.

4. MeguumHcKas peabunutaums u caHaTopHO-
KypOpPTHOE NneYeHne, MEAULIMHCKNE NOKa3aHUA

¥ NPOTMBONOKA3aHMA K NPUMEHEHUI0 METOAO0B
MEAVLIMHCKOW peabunutaumm, B T. Y. OCHOBAHHbIX

Ha UCNONb30BaHWUK NPUPOAHLIX NEeYEOHbIX (haKTOPOB

V¥ Bcex maumeHToB ¢ MJIM pekomMeHayeTcs ITPOBOIUTH
JIETOYHYI0 peadbunTalro, 00beM KOTOPOI onpeaesieTcst
TSIKECThIO COCTOSIHMS 60JbHOTO [99].

‘YpoBeHb yoequTeIbHOCTH peKoMeHaanmii — B (ypoBeHb
JI0OCTOBEPHOCTH J0KA3ATENBCTB — 2).

Kommenrapuu. Jlecounas peabusumayus 6oavhvix HJ1D
001ICHA BKAHOUAMb AIPOOHBIE MPEHUPOBKU CKeAeMHOUL U Obl-
XamenbHOU MycKyaamypbl, 00pa3osarue 004bHbIX, KOPPEK -
YU HYMPUMUBHO20 CIMAMYCA U NCUXOA0UHECKYIO NOMOULD.
Ilo pe3yabmamam smux meponpusmuii caedyem oxucudams
YMeHbUeHUS 00bIUKU, YAVHULIeHUS NePeHOCUMOCIU No8ce-
onesnvix OH u kavecmea scusHu HE3A8UCUMO OM MANCECMU
@yHKyuoHanvHbix Hapyuenuil [99].

5. MpodhmnakT1ka u gucnaHcepHoe HabnwoaeHue,
MeANULMHCKIUE NOKa3aHUs U NPOTMBONOKAa3aHUA
K NPUMEHEHNI0 METOAOB NPOHUNAKTUKK

Ha6monenue 3a 6onbHbiMU MJID HeoOXomumMo UIst ak-
TUBHOTO BBISIBJICHUS CTy4aeB ITPOTPECCUPYIOIIETO Teue-
HUS 3200JIeBaHKS, OLICHKH TMHAMWKN CUMIITOMOB U BBI-
SIBJICHUSI OCJIOXKHEHUM Tepanuu [1].

VY Bcex nauureHToB ¢ 1D pekomMeHayeTcs: U3MEPSITh
@®XEJ n DL 11t MOHUTOPUMPOBaHKS TeYeHUs 3a00J1€-
BaHUS B TTOBCEIHEBHOM BpaueOHOM ITpaKTHKE C MHTepBa-
JioM B 3—6 mec. [1].

‘YpoBeHb yoeaureibHOCTH pekoMeHaanumii — C (ypoBeHb
JI0CTOBEPHOCTH J0KA3ATENBCTB — 5).

Kommenrapun. B HeckoabKux K020pmMHbIX KAUHUHECKUX
UCCACO08AHUSIX NOOMBEPICOCHO, HIMO CHUIICEHUE aDCoNOM -
Hoix snavenuil D2KEJ na 10 % (¢ 00nospemenmbim cHUMCE-
nuem DL uru 6e3 maxo6oeo) aubo crudicenue adcoaommbix
snavenuii DL, na 15 % (c 00noepemenHbimM CHUdCEHUEM
DKEJI unu 6e3 makosoeo) seasemes CyppoamubimM Mapke-
DOM 1emMAanbHOCMU U, NPU OMCYMcmeuu dpyeux 00ssCHe U,
mapkepom npoepeccupoganus 3abonreeanus [35, 100]. Ipo-
epeccupogatie 601e3HU MAKIce MONCEN OMPANCAMb MeHb-
wee (na 5—10 %), Ho Heykaounoe cHuxcenue D2KEJI [101].

Ipu kaxxnom nocereHun 601bHOr0 MJID pekoMeH-
JTyeTCsl OLIEHNUBATh OKCUTEHAIIMIO B TTOKOE C MTOMOIIIbIO
nyiabcokcumeTpa [1].

‘Yposens yoenurerpHOCTH peKomMeHnanuii — C (ypoBeHb
JIOCTOBEPHOCTH JI0KA3aTeNIbCTB — 5).

Kommentapun. Oxcueenayus ¢ noMoujbio nyabCOKCU-
Mempa doaxcha oyenugamocs 8 nokoe u npu @H 'y ecex
O0NbHYBIX, BHE 3A8UCUMOCINU OM CUMNIMOMO8, 04151 bllée-
HUs nompebHocmu 8 Kucaopodomepanuu. Taxue usmepeHus
caedyem 6bINOAHAMb UCXOOHO U Yepe3 Kaxcovie 3—6 mec.
Habadenus.

[Tpu GrICTPOM YXYAILIEHUY PECTTUPATOPHBIX CUMIITO-
MOB cJieyeT UCKIIounTh oboctperne MJID u apyrue Bo3-
MOXHbIE MPUYUHBI, HanpuMep TOJIA, mHeBMOTOpakc,
pecnupaTopHyo MHPeKIMIo, acnuparuio [1].

‘Yposens yoenurempHOCTH peKoMeHnanuii — C (ypoBeHb
JIOCTOBEPHOCTH JI0KA3aTeNIbCTB — 5).
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Kommentapuu. V 6oavnoix HJID moeym pazsueamocs
makue conymemayrowue cocmosnus, kak JII, TOJIA, pak
neexoeo, UBC, komopsie eausiiom Ha evidcuséaemocms. Q0-
HAKO poab PYMUHHO20 CKPUHUHEA 0451 OUACHOCMUKU SMUX
cocmosnuil u 3a6oneeanuti y 6oavHoix UJID (nanpumep,
edxcecoonas KTBP ons panneil duaenocmuku paxka aeekoeo)
He u3y4ena.

6. OpraHu3aums okasaHus MegULIMHCKON NOMOLYM

[M1anoBoe BegeHUe 6ompHOTO MJID ocyimecTBisieTcs
B YCJIOBUSIX IEPBUYHOM CITeIIMATM3UPOBAHHON (amMOyia-
TOPHOIT) MEIULIMHCKOI TTIOMOIIH.

IMokazanusT M1 TOCHUTAIM3ALNY B METULIMHCKYIO
OpTaHU3AIINIO:

* IIJJaHOBAsI TOCTIMTAIM3AIIMS B CTAIIIOHAP OCYIIIECTBIISI-
eTCsI 151 TToATBep:KaeHus nuarHo3a NMJIM® (BbimonHe-
nue XbJI);

* BKCTPEeHHAasI TOCITUTAIM3AIINS B CTAIIMOHAD OCYIIIECTB-
nstetcs rpu oboctpeHuun MJID (HapacTaHue OmbILi-
KU, YXyIUIEHUEe OKCUTEHALIMM) MO0 MPU Pa3BUTUU
ocnoxHeHuit MJI® (TDOJIA, octpast nHMGEKIINST HAXK-
HUX IBIXaTeIbHBIX ITyTei).

[Toka3zaHus K BBIMUCKE MALMEHTA U3 MEAULIMHCKOMN
OpraHu3aluu:

*  CcTabuMIM3alMs KIMHUYECKOTO COCTOSTHUS,

* SpO, > 93 % B MOKOE TPHU JbIXaHMU KOMHATHBIM BO3-
JIyXOM WJIK Ha (hOHE KMCIOPOIOTEPATINH.

7. [lononHuTenbHas WHdopmauus (B T. Y. hakTopbl,
BNUAOLLME HA UCXOA 3a00NeBaHNA UK COCTOSHUA)

B cuny Bospacta — 60 siet u crapiue — y 60abHbIX UJTD
4acTo HabMI0JAI0TCSI MHOTOYMCIEHHBIE COMYTCTBYIOLINE
3a00J1eBaHNSI, OCJIOKHSIONINE TeueHue 1 tedeHue NJID
1 HETaTMBHO BJIMSIOIINE HA TIPOTHO3.

Pak aeexoeo. Y 12—14 % 6onbabix NJI® pa3BuBaercs
nepudepudyeckuii pak JIeTKOro, yaue — aaeHoKaplu-
HOMa, TIJIOCKOKJICTOUHBIN 1 MEJIKOKJIETOUHBIN pak [102,
103]. OTu 3aboneBaHNsT UMEIOT O0IIME (PAKTOPHI prUCKa
1 TTaTOreHeTuUecKre MexaHn3Mbl. OHaKO B CUITY HEBbI-
COKOI1 YaCTOTBI TAKOTO COUETAHUSI oKa3aTeabHast UHGOp-
Manus 1o iedeHnto MJID B coueTaHNM ¢ paKOM JIETKOTO
otcytcTByeT. B 10 ke Bpemst npu couetannu UJID ¢ pa-
KOM JIETKOT'O 3HAYUTEIbHO MOBBIIIAETCS PUCK JIETATEHOTO
MCXO0JIa 10 CPAaBHEHUIO € TAaKOBBIM Y 001bHBIX MJID 6e3
paka jierkoro [104].

Jezounasn eunepmensusn. Hanbomee yacteiM (110 pas-
HbIM 1aHHBIM — 20—84 %) ocioxHeHuem NJID siisi-
etcs JIT — noBblllIeHNEe CpeAHEro JaBIeHUS B JIETOUHOM
apTepuu (Z[J'[Am) > 25 MM pT. CT. TIO JTaHHBIM KaTeTepH-
3auuu npasbix kamep cepaua. [pu dpopmuposanun JIT
YCWJIMBAETCS ONbIIIKA, CHUXKAIOTCS (hr3UUEeCKUe Pe3epBbI
MalMeHTa, MOBBIIIAeTCsl PUCK JeTaabHOoTo ucxona [1].

Y 6onpmmHcTBa 6001bHBIX MJI® ¢ JIT He pekoMeH-
IyeTCsl Ha3HAYeHUE CTIeIIMDUUECKUX MPermapaToB IS
neuenust JIT', onHaKo y OTAEAbHBIX OOJBHBIX TTPY TaKOM
Tepaliiy MOTYT YJIYYIIUTHCS JIeTOYHAsT TeMOIMHAMUKa
n nepeHocumocts ®H [1].

‘Yposens yoenutebHOCTH pekomMeHnammii — C (ypoBeHb
JIOCTOBEPHOCTH J0KA3aTeNbCTB — 5).

KommenTapuu. B yeisom Haubosee 060CHOBAHHbIM Me-
modom mepanuu JIT npu 3a601e6anusx neckux ocmaem-
csa JAKT 6 domawnux ycaogusix. Y 60oavHbix ¢ msicenoil JIT
(ﬂﬂAw > 35 mm pm. cm.), noomeepicoeHHoll npu Kame-
mepu3ayuu npagvix omaoenos cepoua, 603MONCHA NPOOHAS
mepanus curdeHaguiom, npu npueme Komopozo Mocym
VAVHUUMbCS N€20HHAS 2eMOOUHAMUKA U NePeHOCUMOCMb
DH be3 yxyowenus okcueenayuu [105—107]. Takouce ume-
romces omoenbHble OaHHbBIE 0 NOAOICUMENbHBIX P PeKmax
uHeanayuorHoezo usonpocma (kod ATX: BOIACII) [108]
u 6ozenmana [109]. Heobxodumot cneyuanvhvie KAuHu4eckue
uccnedosanus no mepanuu JII'y 6orvnvix HJID.

Tacmposzoazearvnviii pegparoxc. T'DP conpoBoxna-
eTCsl MUKPOACITMpaleil KeayT0uYHOrO COIePKUMOTO
1 MOXET pacCMaTpUBAThCS KaK TPUTTEP aTbBEOJISIPHOTO
MOBpeXaeHUs U hakTop, yxyaiaoiui teuenrne UJID,
O/IHAKO HEpeIKOo MpoTeKaeT 6€CCUMMITOMHO.

Y GonbimHcTBa 601bHBIX MJID ¢ 6ecCMMITOMHBIM
I'DP pekomeHayercsa MeauKaMeHTO3HOe JieueHne ['OP,
XOT$ Y OTJEJIbHBIX OOJIbHBIX OHO Hellesiecoodpa3Ho [1].

‘YpoBeHb yoeaureibHOCTH pekoMeHaanuii — C (ypoBeHb
JIOCTOBEPHOCTH J10KA3aTEJIbCTB — 5).

BoababiM NJID ¢ T'DP pexomeHgoBaHbI MOAV(UKA-
1Mst 06pas3a KU3HM (TIpUeM MaJTbIX TIOPIIWIA TTUIIH, TIOTBEM
TOJJOBHOTO KOHIIa KPOBaTH), a IPY KIMHUYECKHU 3HAYM -
MoM ['OP, He KOHTpOTUPYEMOM MEAUKAMEHTO3HON Te-
parmeii, 1 00beKTUBHOM ITOATBEPKICHIH TSIKEJIOTO KHC-
Jioro pediokca pekoMmenayercs pyHmorukamnus [110].

‘YpoBeHb yoeaureibHOCTH pekoMeHaanuii — C (ypoBeHb
JIOCTOBEPHOCTH J10KA3ATEJIbCTB — 5).

KommenTtapun. Onybaukogans: dokazamenscmea moeo,
4mo mMeouKameHmosHoe Ui xupypeuveckoe neverue 1 9P
no3eonsiem cmabuiuzuposamsv GYHKUUK AeeKux u 3ameo-
aumps npoepeccuposanue UJID [110—113]. Pyndonauxauyus
acenyoka no Huccerny, npu Komopoii yMeHbulaomes Kax
KUCAOMHYLIL, MAK U HEKUCAOMHbLI peharoKC U MUKpPoacnupa-
yus, yayuuaem swlocusaemocms navuenmos ¢ 1D [114].
Moougurayus obpasza scusnu (npuem mManbix NOPYUL NUUU,
nodsem 20106H020 KOHYA KPOBAMU U Op.) AGASIOMCS ONPAG-
OdaHHbIMU peKxoMeHdauusamu 0 nayuenmog ¢ UJID ¢ cum-
nmomamu I'2P [110].

Ob6cmpykmuenoe annos cna. Y 20—68 % 6osbHbIX IO
BCTpedaeTcss 00CTpyKTUBHOE armHOd cHa (OAC), ompe-
JelsieMoe KaK yBeJIUUYeHNEe MHIEeKCa alTHOA-TUTIOITHOD
> 15 anusonosB B yac [115]. T1pu conpsikenHoit ¢ OAC
TUITOBEHTWJISILIVY YCyTyOasitoTest tunokcemust v JIT [116].

Y Bcex 60abHBIX NJID pekomeHayeTcsl TIPOBOAUTH
CKPMHUHI HOYHOM JecaTypaly ¢ IIOCIeIYIOIIEe nuar-
Hoctukoit OAC [116].

‘Yposens yoenutenbHOCTH pekoMenaanuii — C (ypoBeHb
JIOCTOBEPHOCTH JI0KA3aTeNbCTB — 5).

BonbhbiM NJID ¢ HOUHOI TecaTypalireil peKOMeHIy-
eTCs Ha3HaYeHMe KMCI0pOA0TEpariii BO BpeMsI HOYHOTO
CHa B KayeCTBe MajuiMaTuBHOTrO jevyeHus [115].

‘Yposens yoenutebHOCTH peKoMeHaanuii — C (ypoBeHb
JIOCTOBEPHOCTH JI0KA3aTEJIbCTB — 5).

Kommenrtapuu. Juaenocmuxa OAC y b6onrvhvix UJID
CA0JICHA, M. K. OHEBHASI COHAUBOCMb U CAADOCHb XAPAKMEPHbL
025 06oux cocmosiHuil. B mo jce epems Hounas decamypauus
ecmpeuaemces npu UJID docmamouno uacmo. Ilo pesyno-
mamam eOUHUYHbIX Uccaed08anull nokasauo, ymo npu HBJT
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€ CO30aHUeM NOCMOSHHO20 NOAOICUMENbHOR0 0a6AeHUs 6 Obl- 8. Kpmepvwl OLEeHKM KayeCTBa meadun LI,VIHCKOI7I nomMoLyu
xamenvuovix nymsax (Continuous Positive Airway Pressure —

CPAP) y 60oavrvix UJID yayumaemes kavecmeo scuznu, 00-  KpuTeprit OIIeHKH KauecTBa MEIUIIMHCKOM ITOMOIIN TTPET -
Haxo CPAP ne okazvieaem eausnus Ha remanvHocms [116].  craBieHsI B Ta0I. 5.

Tabauua 5
Kpumepuu ouenxu xauwecmea meoununckoi nomougu. Koo / kooot no Mexcoynapoonoii kaaccugpurxauuu 6o0ae3neri
10-20 nepecmompa: J84.1

Table 5
Criteria for assessing the quality of medical care. Code/codes according to International Classification
of Diseases 10" Revision: J84.1

Ne n/n Kputepuu kavectsa OueHKa BbINONHeHUs
1 BuinonHexa KT OrK [a/Her
BbiInonHeHo UccnenoBaHue Ceponornyeckix MapkepoB CUCTEMHLIX peBMaTUyecKmMx 3abonesaHui (nccnesoBatue ypoBHsi CPB

2 B KPOBU, onpejeneHne CoaepxaHus aHTuTen K LMKNU4eckomy LUTPYNNUHOBOMY nenTuay B KPOBU, onpeaeneHne coaepxaHusa [la/ Her
peBMaTongHoro (baKTopa B KpOBU, onpefeneHue cogepxaHia aHTUHYKNeapHbIX aHTUTeN B KPOBU Npu ﬂepBM‘-IHOﬁ .quarHocTuKe)

3 lpoBepaeHa nynbCOKCUMETPUSA [a/Het
4 MpoBeseHo nccnefoBaHNe HECMPOBOLMPOBAHHBIX AblXaTeNbHbIX 06EMOB 1 MOTOKOB [lla/Het
5 BuinonHex 6-MLLUT [a/Her
6 Mposepena AKT (npu SpO, < 88 % B nokoe Npu AbIXaHMM KOMHATHBIM BO3JYXOM) la/ Her
7 BbinonHeHa pekoMeHAALMA Ha3HaYeHUs aHTMhNOPOTUYECKOI Tepanum [a/Het

Mpumesanme: KT - komnbtotepHas Tomorpadmst; OT'K — opranbl rpyaHoi knetki; CPB — C-peaktuHblit 6enok; 6-MLUT — 6-MuHyTHbIA WwaroBbiit TecT; [IKT - AnuTenbHas kvicnopogoTepanis;
Sp0, - HacblueHue remornobuHa apTepuantHoi KOs KUCIOPOOM.

NMPUNOXEHWE MeTopI, HCNO/Ib30BAHABIE 1151 OLEHKA KA9€CTBA H CHJIbI
JI0KA3aTeIbCTB:
anﬂO)KeHVle A. MeTop,onoerﬂ pa3p36°TKV| * KOHCEHCYC 9KCIIEPTOB;
KIMHU4ECKMX peKoMeHAaLuu *  OlIeHKA 3HAYMMOCTH B COOTBETCTBUMU C PEHTUHIOBOI
CXEMOI.

MeTopl, HCTIOJIb30BAHHBIE IS COOpa / CceJIeKIMU JA0KAa-
3aTeJbCTB:

]_[eﬂesaﬂ AYIUTOPHUA TAHHBIX KIMHUYECKHUX PEKOMEH-
¢ TIOUCK B 3JICKTPOHHBIX 0azax TaHHBIX.

Janmii:
* Bpauyu-TEpareBTHI;

Onncanue MeTOI0B, HCIOJIb30BAHHBIX /I cOopa / ce- . .
* Bpauu oOLIel MPaKTUKU (CeMeliHbIe Bpaun);

JIEKIIMM 10KA3aTeJIbCTB:
*  [JOKa3aTeJbHOI 6a30ii IS peKOMEHIALMIT SBstioTcss  — BPadU-TIyJIbMOHOJIOIH,
nyoaukanuu, sowenmue B Kokpanosckyio ouonuo-  ° BPAIM-PCHTTCHOJIOIN,
Teky, 6a3bl faHHbIXx EMBASE u MEDLINE. 'ybuna  © Bpaiu-MaToJOroaHaTOMBI;
noucka cocrasisuia 10 jer. * Bpayu [0 MEAMLIMHCKON peabuIMTaLlu K.
Tabauua 18
Illxaaa ouenku ypoeneii 0ocmogeprHocmu 00Ka3ameabcme 0451 Memoooe OUazHOCHMUKU
(Ouaznocmuueckux emeuiamenscmas)
Table 1S
Scale for assessing levels of evidence for diagnostic methods (diagnostic interventions)
YpoBeHb
[OCTOBEPHOCTH Pacwudposka
AOKa3aTenbCTB
1 CucTemaTnyeckue 0630pbl UcCnefoBaHUi ¢ KOHTpoOReM pedhepeHcHLIM METO[OM Uk cucTematnyeckuin 063op PKU ¢ npumeHeHnem Metaananmsa
2 Oquanble uccneaoBaHus ¢ KOHTponem pe(bepeucublM METOAOM UNKn oTAeNbHbIe PKW 1 cuctematnyeckue 0630pbl uccnenoaauuﬁ n6oro AMSaﬁ-
Ha, 3a UCKNYeHneM paHAOMU3NPOBAHHbIX KITMHUYECKNX MCCHeﬂOBaHMVI, C NMPMMEeHeHWeM MeTaaHanusa
3 Mccnenoaauml bes3 nocneaoBaTeNibHOro KOHTponsa pe(t)epeucubIM METOAOM UNK UcCneaoBaHusA ¢ ped)epeucubm MeToAoM, He ABNAKLWMMCA He3a-
BUCUMbIM OT UCCNeayemoro MetToAa, Unn HepaHAOMU3MPOBaHHbIE CPaBHUTENbHbIE UCCIeA0BaHNSA, B T. Y. KOrTOPTHbIE
4 HeCpaBHMTeﬂbele nccneaoBaHus, onucaHue KnuHUYeckoro cnyyvas
5 Wwmeercs nuwb 060CHOBaHWe MexaHn3Ma AeHCTBUA UMW MHEHUe 3KCnepToB

Mpumeyanme: PKU - paHROM3VpOBaHHbIE KIMHMYECKVE UCCTIENO0BAHMS.
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Tabauua 28

Illxaqa ouenxu ypoeneii docmogepHocmu 00Ka3ameabcme 0451 Memooos npoPuiaKmuKu, 1e4eHus u peadbuiumanuu
(npousaxmuueckux, aeveOHbIX, PeadUAUMAUUOHHDBIX BMEUAMeAbCHE)

Table 28

Scale of levels of evidence for prevention, treatment, and rehabilitation methods

(preventive, curative, and rehabilitation interventions)

OtaenbHble PKW 1 cuctematnyeckue 0630pbi nccnenoBaHuil 1to6oro ansanHa, 3a uckniovednem PKU ¢ npumeHeHnem MeTaaHanusa

YpoBeHb

[OCTOBEPHOCTH PacwudpoBka

[A0Ka3aTeNnbCTB
1 Cucremarnyeckuii 063op PKU ¢ npumeHennem MetaaHanusa
2
3 HepaHnaomMu3MpoBaHHbIE CPaBHUTENBHbIE UCCNIEA0BAHWS, B T. Y. KOTOPTHbIE
4 HecpaBHUTENbHbIE MCCNEA0BaHNSA, ONMCaHNe KIMHUYECKOro Cyyasi Uik Cepuu Cryyaes, UCCeoBaHUS «Cy4ail-KOHTPONbY
5

Mpumeyanme: PKM — paHaoM31poBaHHble KMHMYECKIE NCCEf0BaHMS.

WmeeTcs nuwb 060cHOBaHMe MexaHU3Ma AeCTBMUS BMeLIaTeNnbCTBa (onnuuuqecme uccne.qosaﬂuﬂ) WUNN MHEHKWe 3KCnepToB

Tabauua 3S

Illxaqa ouenku ypoeneil yoeoumeavHocmu pexomeHoauuil 0431 Memoooe npopuiaxmurxu, OuazHOCMuKU, Ae4eHus
u peabusumayuu (npoguraxmuyeckux, OUA2HOCMU1ECKUX, A1e4eOHbIX, PeaduiumauloHHbIX 6MeULameabCma)

Table 38

Scale of strength of recommendations for prevention, diagnosis, treatment, and rehabilitation methods
(preventive, diagnostic, therapeutic, and rehabilitation interventions)

YpoBeHb
ybeauTensHocTH Pacwucposka
pexoMeHAaLmit

A CunbHas pekoMeHpaauus (Bce paccMaTpuBaemble Kputepiu atheKTMBHOCTH (MCX0AbI) ABNSKOTCA BaXHbIMMU, BCE UCCNeA0BaHNUS MMEIOT BbICOKOe
WNK YAOBNETBOPUTENEHOE METOA0NOMMYECKOE KaYecTBO, X BbIBOALI MO UHTEPECYIOLMM UCXOAAM SBNAKOTCA COTNacoBaHHLIMM)
YcnoBHas pekoMeHAaLMsA (He BCe paccmaTpuBaemble KpUTepuu 3 eKTUBHOCTM (MCXOALI) IBNSIOTCA BaXHbIMK, HE BCE UCCNeA0BAHNS UMEIOT

B BbICOKOE MNM YAO0BNETBOPUTENLHOE METOA0NOMMYECKOe KaYecTBO W | UMM UX BbIBOALI N0 MHTEPECYIOLMM UCXOAAM He ABNSAIOTCA COrNacoBaH-
HbIMM)
Cnabas pexomeHpaaLus (oTCyTCTBUE [OKA3aTENbCTB HAANEKALLEro KayecTBa (BCe paccMaTpuBaeMble Kputepun adeKTMBHOCTH (MCXoabI) ABNS-

C 10TCS HeBaXHbIMM, BCE UCCNEAOBaHNUS UMEIOT HU3KOe METO0NOTMYECKoe KayecTBO W MX BbIBOALI N0 MHTEPECYHOLMM UCXOAAM He SBRAHTCA

COrnacoBaHHbIMM)

ITopsinok 00HOBIEHNS KIMHMYECKHX PEKOMEHIaIuii

MexaH13M OOHOBJIEHUST KITMHUYECKUX PEKOMEH AN
MpenycMaTpuBaeT UX CUCTEMATUUECKYIO aKTyaIu3aluio
He pexxe yeM 1 pa3 B 3 rona, a TAKKe IPH MTOSIBJICHNH HOBBIX
JTAHHBIX C TTO3ULIMU 10KA3aTEbHOU MEAULIMHBI 10 BOITPO-
caM JIMarHOCTUKH, JIeYeHUsI, MPOpUIaKTUKU U peaduinTa-
LIMM KOHKPETHbBIX 3200JIeBaHUI, HATMYMK OOOCHOBAHHBIX
TOTIOJTHEHU / 3aMeUaHuil K paHee YTBEPKICHHBIM KITH-
HMYECKMM PEKOMEHIALMsIM, HO He yalle 1 pa3a B 6 Mec.

CrnipaBoYHbIe MATEPHAJIbI, BKJIIOYASI COOTBETCTBHE MO~
Ka3aHWii K IPIMEeHEHNI0 M TIPOTHBONOKA3AHMIA, CIOCO00B
MPUMEHEHH U 103 JIEKAaPCTBEHHbIX NPenapaToB, HHCTPYK-
LM 110 PUMEHEHMIO JIEKAPCTBEHHOI0 Npenapara:

*  Yyuanmun A.T., ABneeB C.H., Aiicanos 3.P. u np. JluarHocTrKa u jie-
YeHMe MIMONaTHIeCcKOro JieroyHoro ¢ubposa: DenepaibHble Kin-
Hu4Yeckue pekoMmeHnauuu. [lyssmoronoeus. 2016; 26 (4): 399—419.
DOI: 10.18093/0869-0189-2016-26-4-399-419. / Chuchalin A.G.,
Avdeev S.N., Aisanov Z.R. et al. [ Diagnosis and treatment of idiopathic
pulmonary fibrosis: Federal guidelines|. Pul'monologiya. 2016; 26 (4):
399—419. DOI: 10.18093/0869-0189-2016-26-4-399-419 (in Russian).

*  Poccuiickoe pecnimparopHoe 06111ecTBo. ManonaTuueckuit jerod-
HbI Gubpo3: KimmHuueckue pekomeHnauuu. JlocTyHo Ha: Attps://
spulmo.ru/obrazovatelnye-resursy/federalnye-klinicheskie-rekomendat-
sii/ / Russian Respiratory Society. [Idiopathic pulmonary fibrosis:
Clinical guideline]. Available at: Attps.//spulmo.ru/obrazovatelnye-re-
sursy/federalnye-klinicheskie-rekomendatsii/

+  MHcTpykimst o MeAMLIMHCKOMY MTPUMEHEHHUIO rpemnapara Bapra-
Teh®: 351eKTPOHHBII pecypc. JlocTynHo Ha: http.//grls.rosminzdrav.
ru/Grls_View v2.aspx routingGuid=89d81e79-6176-4356-8184- Icd-
22b600c 7a&t= | ara obpaienust: 19.03.2021]. / [Vargatef: Prescrip-
tion drug leaflet]. Available at: http.//grls.rosminzdrav.ru/Grls_View_
v2.aspx 2routingGuid=89d8 1e79-6176-4356-8184- 1cd22b600c 7Ta&t=
[Accessed: March 19, 2021].

Mpunoxenue b. AnroputMbl AEUCTBUIA Bpaya

AJNTOpUTMBI AEMCTBUIA Bpaya MpencTaBieHbl HA PUCYHKE.

Mpunoxexune B. UHdopmauuma ans naymuenTa

Wnnomnarnyeckuit terounslii pudpos (UJIP) (cuHoHM-
MBI — UIMOTIATUICCKIUI (hMOPO3UPYIOIINIT alIbBEOJIUT,
¢Gubdpo3UpyIOIINIi aTbBEOJIUT) — 3a00JIeBaHNE JICTKUX,
MPU KOTOPOM MTPOUCXOIUT MOBPEXKIECHUE U YTOIIIEHUE
CTEHOK JIETOUHBIX aJIbBEOJI. AJTbBEOJIBI — 3TO MaJICHbKHE
«MEIIOYKH», 9epe3 CTEHKU KOTOPBIX KUCIOPOI U3 BO3ayXa
IMPOHMKAET B KPpOBb. [1py mopakeHUU aabBeOJI JIETOY-
Hasl TKaHb YIUIOTHsIeTCs ((huOpO3UpyeTcsi), UTO MPUBO-
AT K HEOOpaTUMOMY MPOTPECCUPYIOIIEMY CHUXXEHUIO
¢yHkumu gerkux. Kak mpasuiio, 3a001eBaHUE BOZHUKAET
B Bo3pacte crapiue 40 net. K coxaneHuio, mpuanHa 3Toi
00JIE3HU IO CUX MOP HEM3BECTHA.
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Knunnyeckoe nogo3penue Ha UI1P

{

MoTteHumanbHas npU4nHa

¢ ‘ Ha
Her [anbHeilwee obcrnenosatme,
Bkntovas KTBP
A\ |
Her Cnevuudmyeckue naTonoruyeckue
omn KT-nattepH < —
\ \
BepositHas OUI
HeonpepneneHHas OUN
AnbTepHaTUBHbII AUarHo3 [a
\ \
mno
AnbTepHaTUBHbII
A\ A\ JnarHos
BAN XBNn >
Mno >
A A\
nno He UN®

PucyHok. AITOpUTMBI IEUiCTBUIT Bpaua

[Mpumeuanue: NJID — uanonatuyeckuii serounsiii puopos; KTBP — kommnbiotepHast tomorpadust Bbicokoro paspetnenust; OMIT — o6bldHast MHTEPCTH-
unanbHast mHeBMoHUS; KT — xoMmnblotepHas Tomorpacdust; MITO — mHoronpodunbHoe obcyxnenme; BAJl — 6ponxoanbBeossipHblii gaBax; XBJI — xu-

pypruueckasi GUOICusi JIErkoro.

Figure. Algorithm for a doctor

Y ko020 moncem eoznurxnymo UJID?

B rpynne pucka HaxondTcs:

*  KypPWIBLIUKMU;

* 110, paboTaoIIKe BO BPEIHBIX MPOU3BOICTBEHHBIX
YCIIOBUSIX;

* TIAUMEHTHI C OTSTOIIEHHON HACIEACTBEHHOCTHIO (ECIIN
NJI® ecThb y OJM3KKUX POICTBEHHUKOB).

Cumnmombt uduonamu4eckozo 1e204Ho20 puoposa
Kaxk mpaBuiio, 3a6o1eBaHre HAYMHACTCA MEIJICHHO

1 He3aMeTHO 11t 6obHOTO. st MJIM xapakrepHbI clie-
NYIOLLIME CUMITTOMBI:

+ onpiuka npu ®H (cHavaa rpu 00JIbIIOK HATPy3Ke,
3aTEM U B MTOKOE).

* CyXOW KallleJib;

*  YTOMJISIEMOCTb;

* TOJIOBOKPYXCHUE;

* TpeBOra;

* CHIDKEHME MacCHI TeJa.

Jtst TIonTBepsKASHUST IUarHo3a Bpad 00s13aTeIbHO
JOJIKEH MCKITFOYUTD 3a00JIeBaHMST JIETKMX C M3BECTHOM
MPUYUHOM, KOTOPBIE MOTYT TaKKe MPOSIBISTHCS KalllaeM
Y HapacTalolleil onpIKo. Eciy B pe3yibraTe TIaTeb-
HOTO 00CIemoBaHUS IIPUIMHA 3TUX CUMIITOMOB He Hali-
JIeHa, TO 3a00JIeBaHNE CYUTAIOT UIMOTIATUUEeCKUM (Heu3-
BECTHO TIPUPOJIBI).
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ITpu moposperuun Ha UJI® B MUHUMAaIBHBIN THJIaH
00ce10BaHUS BKJIIOUYEHBDI:

* aHaJIM3 KPOBHU;

* HccaenoBaHue (DYHKIIMKM BHEIITHETO IbIXaHUS (CITPO-
rpacdusi, a Tpy BO3MOXHOCTU — OOIUTLIeTU3MOrpadust
n uccnenosanue DL ), momoraroiiee 6oj1ee TOYHO
OIpEeACINTD TIPUUNHY OIBIIIKI, KOTOPas MOXKET CO-
MPOBOXAATh U APYTUE 3a001€BaHUS JIETKUX;

« KT nerkux (B HacTosiiee BpeMsl SIBJSIETCS OJHUM
W3 CaMBIX TOYHBIX METOIOB AUarHocTuku UJID).
Ecnam mociie TmaTeapbHOrO paccrmpoca, OoCMOTpa

1 TIPOBEICHHBIX UCCIIEIOBAHNI Y Bpaya OCTAIOTCSI COM-

HEHHUS B AUAarHo3e, TO MPOBOAUTCS OMOMCUS JIETKUX.

Buoricust — mpouenypa, mpu KOTOPOM XUPypT ollepa-

TUBHBIM ITyTEM TIOJIy9acT MaJIeHbKMI (hparMeHT TKaHU

(B IaHHOM cJIyyae — JISTOYHOI TKaHM). 3aTeM II0JIy-

YEeHHBIN oOpasell MoJ MUKPOCKOIIOM MCCaeayeT Bpay-

IMAaTOJIOTOAHATOM [IJIsI TOTO, YTOOBI HAWTU MPHU3HAKU

KOHKPETHOTO 3a00JICBaHUSI.

Jeuenue uouonamuueckozo a1e204no20 uoposa

K nmexapcTBeHHBIM TIpeniapaTaM s jJeueHus NJID
C IOoKa3aHHOU 3(P(PEKTUBHOCTHIO OTHOCSTCS TOJILKO
IBa — HUHTeOaHUO 1 nmupdennnon’. JJaHHbIe npena-
paThl MMO3BOJISIOT MIPUOCTAHOBUTH IIPOTPECCHPOBaHME
3a00J1eBaHUS W, BO3MOXKHO, TIPOIJIUTH XXNU3Hb MAllMCHTA.
[Tpu OBICTPOM YXYAIIEHUU CAMOUYYBCTBHSI, BHE3AITHOM
HapacTaHUM OJBIIIKKU MAaIlUEHTY HEOOXOIUMO CPOYHO
00paTUThCS K JievanieMy Bpady. [1pu Takoit cutyanum
4acTo TpedyeTcsl TocuTaiu3anus B crauroHap. Jis
MpoMIIaKTUKN 000CTPEHMIT JIeyalllnii Bpauy MOXET pe-
KOMEH0BaTh MallMEeHTYy MPOTUBOTPUNIIO3HYIO BaKIIU-
Haluoo 1 pa3 B rog U OJHOKPATHYIO ITIPOTUBOITHEBMO-

KOKKOBYIO BaKIIMHALMIO (151 TPOGMWIAKTUKY PA3BUTHS

MMTHEBMOHUM).

CambiM 3¢ GEeKTUBHBIM CITocoboM yedeHUsT MJID
SIBJISICTCSI TPAHCIIJIAHTAIIUS JIETKUX — XUPYprudecKast
orepalus Mo 3aMeHe MOBPEKACHHBIX JIETKUX Ha JIErKUe
3[I0POBOTO IOHOPA.

[Tpu NJID 60mpHOMY HEOOXOTUMO:

* 00s3aTeNIbHO NTPEKPATUTH KypeHUe (B T. 4. TACCUBHOE),
T. K. OHO CIIOCOOCTBYET IPOTIPeCCUPOBaHIIO O0JIE3HU;

* y4yacTBOBaThb B porpaMMax JeroyHoi peaduauTaluu.
WMHcTpykTOp JIeueOHOM (hU3KYIBTYPhI pacCKaXeT mna-
IIMEHTY O Pa3JIMYHBIX IbIXaTeAbHBIX YIIPAKHECHUSIX,
KOTOpBbIE CITOCOOCTBYIOT YMEHBILIEHUIO OABIIIKUA U 00-
1Iei cnabocTu;

* 1mpu Haymauu ['DP ero crenyer meuntsb. [acTposso-
dareaapHast (KeJTyIOYHO-TIUIIEBOIHAS) pedIrOKCHAs
0o0s1e3Hb — 3a0o0JieBaHUe, TPU KOTOPOM MPOUCXOIUT
3a0poc HEOOJBIIOTO KOJIUYECTBA KUCIOTO CONEPKU-
MOTO KeJIyaKa B ITUIIEBO, a 3aTeM — B IbIXaTeJIbHBIC
nytu. JlokazaHo, 4To 3TO 3a00JieBaHUE CIIOCOOCTBYET
nporpeccupoBanunio UJI®. Jleuenue 'DP nmomoxer
YMEHBIIIUTE OBpeXIeHue Jierkux npu NJ1D;

*  peryJsipHO MPUHUMATh JICKAPCTBEHHBIC TTPEITapaThl,
KOTOpBIE Ha3HAYWII JIeYallluii Bpad. B mociemHme romst
BeIETCS aKTUBHAsl pa3pab0TKa HOBBIX MTPEeNapaToB s
sieuennst 060abHBIX MJID. TTanmeHTy He0OX0IMMO y3-
HaTh Y Jiedallero Bpaya 0 BO3MOXKXHOCTU HAOIIOICHUS
U JICUCHUS] B KPYITHOM HayYHO-HMCCIEI0BATEIbCKOM
YUpEXIEHUU, T MOTYT OBITh TOCTYITHBI COBPEMEHHBIE
npernaparsi;

* mpoBoauth JAKT. IMTpu NJID co BpemeHeM pa3BuBa-
eTcsl TUIOKceMusl (HU3KO0e colepskaHne KHCIopoaa
B KpOBU), KOTOpasiec KOPPEKTUPYETCS ITUTEIbHOU
WHTaJsiuuein KUcaopoaa u3 KOHLieHTpaTopa.

Mpunoxenue T, Lkanbl oLeHKX, BONPOCHUKN U ApYrue OLEHOYHbIE MHCTPYMEHTbLI COCTOSIHUSA NaLMeHTa,

npuBeAeHHble B KNMHUYECKMX peKoMeHAaLunax

Tabauua 4S5
IlIxkasa Meduyunckozo uccaedosameavckozo cosema Beauxoopumanuu (Medical Research Council — MRC) [117]
Table 4S5
UK Medical Research Council (MRC) scale [117]
Cymma 6annos TsaxecTb Onucanue
0 Her Opbiluka He GECNOKOUT, 32 UCKNKOYEHUEM OYEHb MHTEHCUBHOM Harpy3ku
1 TNerkas Opelwka npyu bbicTpoi xoab6e Unu nogbeMe Ha HebOMbLUYH BO3BLILEHHOCTb
2 Coennsisi Opbiluka 3acTaBNsAET MATH MeANEHHEe N0 CPABHEHNIO C APYTMMM NOALMM TOTO e Bo3pacTa, IM6o Heo6XoAMMO 0CTaHaBNNBATLCA
pea npu xofAL6e B CBOEM TeMMe No POBHOW MECTHOCTH
3 Tskenas Heobxoaumo octaHaBnuBaThCA M3-3a oAblLukM Yepe3 100 M N Yepe3 HeCKONbKO MUHYT CMOKOMHOI X0fbObI N0 POBHOI MECTHOCTH
4 OueHb Takenas  OpbllKa He NO3BOMAET BbIXOAUTL U3 fOMA NGO NOABNAETCA NPU OAEBaHUN U pa3AeBaHUM

Mpumevanme: MRC (Medical Research Council) - ukana ogpiLky MeuLMHCKOro cCnenoBaTensekoro coseta BenukobpuTaruu. Mcnonbayetest Ans MCXO[HOI OLIEHKY KIMHYECKOTO CTaTyca

nauyeHTa 1 MOHUTOPMUPOBaHNA ero COCTOAHMA Ha (i)OHe JieveHns.

Kniou (nHTepnpertauus): 6onee Bricokuit 6ann cooTBeTCTBYET Gonee TAKENoW OAbILLKE NPU MOBCEAHEBHON (OM3MYECKO aKTUBHOCTA.

Ha3HaueHue: oLgHKa TAKECTU ObILLKK npu MOBCEAHEBHOM q)VISVNeCKOl;I aKTUBHOCTY.

Note: MRC (Medical Research Council) is the UK Medical Research Council dyspnea scale. It is used for the initial assessment of the patient's clinical status and monitoring of his condition during

treatment.

Key (interpretation): A higher score corresponds to more severe dyspnea with daily physical activity.

Purpose: to assess the severity of shortness of breath during daily physical activity.
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Tabauua 58
Illkaaa GAP [33]. Ha3nauenue: ouenxa msxcecrmu
U NPo2H03a MmeveHuUs UOUONAMUHECK020 1e204H020 (hubposa

Table 58
GAP scale [33]. Purpose: assessment of the severity
and prognosis of idiopathic pulmonary fibrosis

‘ MpeaukTopbl ‘ Bannel

G Mon:

* EHCKMit 0

* MyXCKO# 1
A Bo3pacr, rogbi:

+<60 0

*61-65 1

+265 2
P ®usmonorus

OKEN, %,

o>75 0

* 50-75 1

+<50 2

DLy, %ot

*> 55 0

* 36-55 1

035 2

* He MOTYT BbINOMHUTL 3

Mpumeyarme: GXEN - hopcuposanHas XysHeHHas emkocTs nerkux; DL — auddysuoHHas
CNOCOBHOCTb NErkix N0 MOHOOKCHAY Yrnepopa.

Kntoy (uHTepnpetaums): Gonee BbICOKMIA Gann COOTBETCTBYET Bomnee THKENOMY TEHEHUH

11 Gonee HebnaronpusTHOMY MPOTHO3y WAKONATYECKOrO NeroyHoro ubpoaa. OBLwil 6ann
(mvana3oH — 0-8) ucnonbayetcs Ans knacendukaum naupexTos (0-3 6anna - | cragus,

4-5 6annos - Il cragws, 6-8 6annos - |1l cragws) no nporHosy 1-, 2- u 3-neTHei CMepTHOCTH.

MosicHeHus: wwkana GAP cnonb3yeTca Anga OLEHKW pucka netanbHoro Ucxoda y BonbHbIX
1anonaTM4eckum neroYHbIM ¢)M6p030M.

Key (interpretation): a higher score corresponds to a more severe course and a poorer prog-
nosis of idiopathic pulmonary fibrosis. The total score (range - 0 - 8) is used to classify
patients (0 - 3 points — stage I, 4 - 5 points - stage I, or 6 - 8 points - stage Ill) according to
the prognosis of 1-, 2- and 3-year mortality.

Clarifications: GAP score is used to assess the risk of death in patients with idiopathic pulmo-
nary fibrosis.

Cnucok cokpaLieHui

BAJI — OpoHxoaIbBeOJISIPHBIN JIaBaXx

I'KC — r11oKOKOPTUKOCTEPOUIbI

I'DP — ractpoa3zodareanbHblii pedaoKe

W — noBepuTeJbHBI MHTEpBAJ

JAKT — npautenbHast KUCIOPOAOTEpaTus

IIJIACD‘ — cpelnHee JaBJeHue B JIETOUYHOI apTepuu

MBC — umemuueckas 60Je3Hb ceplia

MBJI — unBa3uBHas1 BEHTWISILIUS JIETKUX

M3J1 — nHTepcTULIMATIbHBIE 3200JIeBaHMS IETKHX

NUIT — naguonatuyeckrue MHTEPCTULMATbHbIE TTHEBMO-
HUU

NJI® — namoratnyecKuii JIESTOUHBI (hrdpo3

KJIDD — koMOMHALIKS JIETOYHOTO (DrOp0o3a 1 SMPU3EMBI
KT — xommnblotepHast Tomorpadus

KTBP — kommnblotepHast Tomorpadusi BLICOKOTO pa3pe-
IIeHUS

JII" — nerounHasi runepTeH3ust

MITO — MmHoOTrONpOGUILHOE 00CYXIEeHNE

HBJI — HenHBa3uBHAsI BEHTUJISILIMS JIETKUX

HCMHII — necneuuduryeckass MHTepCTULIMATIbHAS THEB-
MOHUS

OAC — 0OCTpYKTUBHOE aIlTHO® CHa

OTI'K — opraHbl rpyaHO# KJIETKH

OMUII — oObIuHAst UHTEPCTULIUATIBHASI THEBMOHUS

OIII — oTHOIIIEHNUE IITAaHCOB

PKW — pannpomMu3upoBaHHbIE KJIMHUUYECKINE UCCIEI0-
BaHUS

C3CT — cuctemHoe 3a60ieBaH1E COEIUHUTETBbHON TKAHU
TBJIA — TpoMOO3MOOIS ISTOYHOM apTepu

V]1J1 — ypoBeHb 1OCTOBEPHOCTHU JOKA3aTEIbCTB

YVP — ypoBeHb yOeaAUTEIbHOCTU peKOMEHIalu i
®XKEJ — dhopcupoBaHHast X KM3HEHHAsI eMKOCTb JIETKUX
®H — ¢usnueckas Harpys3Ka

XBJI — xupypruyeckast OMOrncusi J1erkoro

6-MIIT — 6-MUHYTHBIN 11ATOBBIN TECT

CPAP (Continuous Positive Airway Pressure) — HeuHBa-
3UBHas BEHTWISIINUS JIETKUX C CO3TaHNEM ITOCTOSTHHOTO
ITOJIOXKUTEIFHOTO TABJICHUSI B IbIXaTeIBHBIX MTYTSIX
DL, — miuddysnoHHas criocoOHOCTb JIEFKKUX MO MOHO-
OKCHUJY yriaepoaa

GAP — mkaja olleHKH prcKa JIeTaTbHOTO NCXoa y 00JIb-
HBIX UAMONATHYECKUM JIETOUHBIM (prOpOo30M

mMRC (Medical Research Council Dyspnea Scale) — Mo-
IU(UIIPOBAHHBIN BOIIPOCHUK BpHTaHCKOTr0 MeTUITMH-
CKOT'0O MCCIICIOBATEIbCKOTO COBETa

SpO, — HacklleH1Ee reMOTIO0MHA apTePUATIbHOM KPOBU
KHCJIOPOIOM
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