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IuddepennmanbHas AMarHOCTUKA

UANONATUYECKOro JIero4Horo huoposa

E.N. Wmenes, A.D. Dprewos, B.A. Teprept

OIBHY «LleHTpaAbHbI Hay4HO-MCCAGAOBATEALCKUI MHCTUTYT Tybepkyae3a», Mocksa, Poccus

AnHoTauus

O0630p NOCBSILLEH aKTyaAbHOM NPoBGAEME COBPEMEHHOM NMYALMOHOAOTUM: AUH(PEPEHLIMAABHON AMArHOCTUKE MAMOMNATUHECKOTO AETOYHOTO
prbpoza (MAD). MAD 3aHMMaeT 0cob0e MECTO CPeAM MHOXECTBA MHTEPCTMLMAABHBIX OOAE3Hel Aerkux Mo psay npuumnH: 1) 310
cmepTeAbHast GoAe3Hb; 2) paHHsisi AMArHOCTMKA M aAeKkBaTHasi aHTU(PUOPOTHUecKast Tepanust CyLLECTBEHHO YAAMHSIIOT MPOAOAXKUTEABHOCTb
JKU3HU GOABHBIX; 3) WIMPOKO MPUMEHSIEMbIE MPU APYTHX (hopMax MHTEPCTULIMAAbHBIX OOAE3HEN AerKMX MPOTUBOBOCMAAUTEABHBIE MpenapaThl
(KopTukocTepomabl) 1 uMTOCTaTUKK NpU MAD HeahdeKTUBHbBI 1 yCKOPSIOT MporpeccupoBaHue npouecca; 4) O6WHOCTb OCHOBHbIX
KAMHMYECKMX NMPU3HAKOB (HapacTaiollas AbIXaTeAbHasi HEAOCTATOYHOCTb) PA3AMUHBIX MHTEPCTULIMAABbHBIX OoAe3Hel AerkuX. [NepeveHb
3a60AeBaHMUI1 OPraHoOB AbIXaHMS!, C KOTOPbIMUM CAeAYeT Andpdpeperumposats MAD, orpomeH, U ecAn ¢ AnpdY3HbIMM MOPAKEHUSIMU AETKMX
M3BECTHOM MPUPOAbI (AUCCEMMHMPOBAHHBINA TYOEPKYA€3 AErkMX, MHEBMOKOHMO3bl M Ap.) MPU OMPEAGAEHHOM oOnbiTe/KBaAurKaLIMm
AMArHOCTHKA OTHOCUTEABHO MPOCTA, TO BblAeAeHHe MIAD U3 rpynibl MAMONATUHECKUX MHTEPCTULIMAABHBIX MHEBMOHMIT BCErAQ MPEACTABASIET
onpeaeAeHHble TpyAHOCTU. CYMMUPYIOTCSi OCHOBHbIE METOAbI, UCMOAb3YeMble B AMArHoCTHKe MAD, € yHeTOM COBPEMEHHbIX MEKAYHAPOAHBIX
1 HaLMOHAAbHBIX PEKOMEHAALIMA.
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Differential diagnosis of idiopathic pulmonary fibrosis

E.l. Shmelev, A.E. Ergeshov, V.Ya. Gergert

Central Research Institute of Tuberculosis, Moscow, Russia

The review is devoted to the urgent problem of modern pulmonology: the differential diagnosis of idiopathic pulmonary fibrosis (ILF). ILF
occupies a special place among many interstitial lung diseases for a number of reasons: 1) it is a deadly disease; 2) early diagnosis and
adequate antifibrotic therapy significantly extend the life expectancy of patients; 3) anti-inflammatory drugs (corticosteroids) and cytostatics
with ILF that are widely used in other forms of interstitial lung diseases are ineffective and accelerate the progression of the process; 4) the
commonality of the main clinical signs (increasing respiratory failure) of various interstitial lung diseases. The list of respiratory diseases
with which ILF should be differentiated is huge, and if with diffuse lung lesions of a known nature (disseminated pulmonary tuberculosis,
pneumoconiosis, etc.) with a certain experience/qualification, the diagnosis is relatively simple, then the isolation of ILF from the group of
idiopathic interstitial pneumonias always represents certain difficulties. The main methods used in the diagnosis of ILF are summarized

taking into account current international and national recommendations.
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BAJI — 6poHX0aIbBEOISIPHBIIT JTABasK

I'OP — racrpoa3odpareanbHblit peditoke
WBJI — unTepcTuipabHbie 60JIE3HN TerKUX
MBC - nmemmnueckasi 60J1€3Hb ceppua
NI — ypmonaTnyeckuil JeroyHslit puopos

KT — xomnbroTepHast Tomorpacust

JIT" — neroynasi runepTeH3us

OMUII — 0ObIuHASI MUHTEPCTULMAIBbHAS] THEBMOHUS

OCA — 06CcTpyKTHBHOE CIIUI-AMTHO3

XOBJI — xpoHnueckasi 06CTPyKTHBHAS GOJIE3Hb JIETKUX

Hurepcrunyansuble 6ome3nu nerkux (MBJI) — reteporen-
Has rpynmna 60Jie3Hel, 00beIMHEHHAs! PEHTTeHOJIOTMYECKUM CHH-
JPOMOM JIByCTOPOHHeH AuccemuHanmu. CerojiHs MO>KHO Ha3BaThb
6onee 200 3aboneBanuil, umetouux npusHaku MBJI, uro co-
craisieT okoJio 20% Bcex 3a60sieBaHmil IETKUX , puyeM 1/2 u3
HuXx HesicHo# npupopbl. JletanbHocTs nipu UBJI 3naunTensHO
BbIILIE, YeM NpU OOJIbIIMHCTBE PYIUX 3a00JI€BaHUI JIETKHUX.
ITpuuuHbI BEICOKON JIETAILHOCTH ONPENEJISIOTCS] MaJloll OCBe-
JIOMJIEHHOCTBIO Bpaueil, HelOCTATOYHOI TEXHUYECKON OCHAILICH-
HOCTBIO MEIMLMHCKUX LIEHTPOB, TPYAHOCTSIMU AnphepeHIab-
HOI1 INATHOCTUKHU B CBSI3U C OTCYTCTBMEM MaTOMHOMOHWYHBIX
MPU3HAKOB, (haTaIbHbIM XapakTepoM HekoTopbix IBJI. Bee aTo
orpefessieT He0OXOMMOCTb ONTUMU3ALNY IUArHOCTUYECKON
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paboThbl C 3TUM KOHTUHIEHTOM OOJIbHBIX, HAUMHASI C TEPMHUHO-
JIOTUIECKUX ACTIEKTOB.

Oco6oe mecto cpepu MIBJT 3aHuMaeT nauonaTuyecKui Jie-
rouHbIi (puopo3 (MJIP), imarHocTrka KOTOPOTo SIBIISICTCS HAU-
6ostee CIIOXKHBIM MPOLECCOM, A IMarHOCTUYECKIE OLIMOKHU MOTYT
BECTHU K (paTaJbHBIM MOCTIEACTBUSIM.

NP — cneumduyeckast popma nporpeccupyrouieil nHTep-
CTULMATILHON O0JI€3HN HEM3BECTHOM NPUPO/bI, BO3HUKAIOLIEH Y
JIML CTApUIEro BO3pacTa, MOpakaroleil N30JIMPOBAHHO JIETKHe
¥ ACCOLMUPYIOIIEHCS C TUCTOJIOTMUECKUMI 1 PEHTTEHOIOT e~
CKMMH MPU3HAKAMU OOBbIYHON MHTEPCTULUATLHON MTHEBMOHUN
(OUII) [1]. NJIP 3aHMMaeT 0cobOe MECTO Cpefi MHOXKECTBa
WBJI no psAny npyyuH:

TEPATEBTUYECKUV APXUB 3, 2020



AughbgheperumnarbHas AMArHOCTHUKA MAMONATUYECKOTO ACrO4YHOrO (hrbposa

Tabanua 1. Hanboaee yacto BcTpevarommecs KOMOpOUAHbIe cocTosiius npu UAD

Komop6uaHoe cocrosinue

YacTora BCcTpeuaeMocTH, %

Bzanmnoe BrmsiHze

MoxeT ycunmBaTh pUcK CMEpTH

XOBJI n smpu3ema Jerkux 8-34
u ¢opmuposanue JII'

MoKeT ycunmBaTh pUCK CMEPTH.
Pak nerkux 3-22 Xupypruueckoe JieueHue 1 XMMUOTepanust

YBEJIMUMBAIOT PUCK 000CTPEHUI
OO6CTPYKTHBHOE PacCTPOMCTBO JIbIXaHUS BO CHE 58-88 MoskeT ycuamBaTh pUCK CMEPTH
UBC 4-68 MoXeT ycunmBaTb pUck CMEpTH
Jr 3-84 MoxeT ycunuBaTh puck CMEpTH

JleueHne aHTUKOATYJISIHTAMI MOKET YCUIIMBATh
BeHnozHbie TpoMOO3bI/IerouHas aMO0ust 2-3
PUCK CMepTH
AHTaIMHBIE CPEAICTBA MOTYT TOPMO3UTh
P 30-80 A pen yT TOp
MPOrpeccuro 60JIe3HN
INepen TpaHcnaHTanyMei Jerknx nenecooopasHa
I'pbika nuIIEBOIHOrO OTBEPCTUS AUahparMbl 40-53 peA TP ! . P
XUPypridecKkast KOppeKuyst TpbKu

Tl'unotupeonnzm 13-28 MoxeT ycunuBaTh puck CMepTH
CaxapHblil fuabet 2-ro tuna 10-33 He ycranosneno
Ienpeccust 12-49 He ycraHosieHo

TpeBoxKHOE coCTOsIHUE

He ycranosneno

1) aTo cMepTesbHas 60JIE3Hb;

2) paHHsIsl AMArHOCTHUKA U aJleKBaTHasl aHTU(PUOPOTHYECKast Te-
panusi CyIecTBeHHO YJIMHSIIOT MPOAOIKUTEITLHOCTD YKU3HN
0OJILHBIX

3) mmpoko npumMeHsieMble npu aApyrux ¢popmax MBJI nporuso-
BOCHAJIUTEIIbHBIE MpenapaThl (KOPTUKOCTEPOU/bI) U LUTOCTA-
tuky nipu UJIP HeahpheKTUBHBI 1 yCKOPSIIOT MPOrPeCCUpo-
BaHUe Mpolecca;

4) OOLIHOCTb OCHOBHBIX KJIIMHUYECKUX MPU3HAKOB (HapacTaro-
11ast ibIXaTesbHask HeOCTaTOYHOCTb) pasnnyuHbix MBJI [1].

Bce 310 onpeiensieT akTyanbHOCTH COBEPILIEHCTBOBAHUS Me-
Tof10B incpeperumansHon auarHoctuku UIJIP, yto nomkHO
BECTH K COKpAIIEHUIO YMCJia MAarHOCTUYECKUX U JIeUeOHbIX
oun6ok npu padore ¢ 6onbHbIMU MBI

[lepeuens 3a60meBanMiT OPraHOB IBLIXaHNUST, C KOTOPHIMU Clie-
nyet mudppepenumponats NJIP, orpomen, u ecau ¢ auddys-
HbIMU TIOPAXKEHUSIMU JIETKUX U3BECTHOM NMPUPOJbI (JIMCCEMUHU-
pOBaHHBII TyOepKyJe3 JIerKux, MHEBMOKOHHMO3bI U Jp.) MpU
OTIpENIeTICHHOM OIbITe/KBATN(UKAINN TUATHOCTHKA OTHOCHU-
TeNbHO NpocTa, To Bbiesenne NJIP u3 rpynnbl upnonatuyie-
CKHMX MHTEpPCTULMAIBHBIX MHEBMOHMII BCErjja IMpe/ICTaBISCT
OIpeJiesIeHHbIE TPYIHOCTH.

B 2011 r. ony6mmkoBano ocuiaibHOe cormaiieHie Ame-
PUKaHCKOTro TopakaibHOro odiiectsa, EBponerickoro pecrnvpa-
TOPHOTO 001EeCTBa, SIMOHCKOro pecnupaTopHOro OOLIECTBA U
JlaTMHOAMEPUKAHCKOTO TOPAKAJILHOTO OOIIECTBA, IPECTABIB-
1ee COBPEeMEHHYIO KIIAaCCU(PUKAIMIO UANONATHUECKIX UHTEP-
CTULIMANBHBIX THEBMOHUI U METO/bI MX IMarHOCTUKM [1]:

e ['naBuble (Major) uuonaTuieckie MHTepCTULHUATbHbIE THEB-

MOHHU:

- NNo;

— Hecneuuryueckasi UHTEPCTULMAIbHAS] THEBMOHUST;

— pecnpaTopHbIil GPOHXMOINT, accouurpoBanHblil ¢ UBJT;

— [IeCKBaMaTHBHAsl MHTEPCTULMAIIbHASI THEBMOHMUS,

— KPUINTOTeHHAST OPTaHN3YIOIASICST THEBMOHUST,

— ocTpasi MHTePCTULMAIbHASI THEBMOHMS.

Csedenus 006 asmopax:
Opeewos Amadxcan Speewiosut — .M .H., ipod., sup. PI'EHY THUUT
Iepeepm Baaoucaas Hkoeaesus — g.M.H., Ipod. 3aB. OT. IMMYHOJIOTUH
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* Peikue npmonatnyeckue NHTEPCTULNATIbHBIE TTHEBMOHUN:
— ypmonarnyeckast TuMQONIHAsT MHTEPCTULIMAIIbHAS TTHEB-
MOHHS;
— WIMONIATYECKHI TIIEBpONapeHXMMaNbHbIN (prOpo31acTo3;
— HeKJIacCU(ULIMPYEMbIE UAUONATUIECKHAE UHTEPCTULAIb-
HbIE THEBMOHHUH.

OTH peKOMEHJJALlMK B CBETE AMArHOCTMYECKHUX TOJXOMI0B K
2018 r. JonoJHEHbI M BUOU3MEHEHDI [2], UTO HE SBISETCS KO-
HEYHOI1 TOUKOI. B 9THX pekoMeHauusx ocTaBjIeHO MHOIO BO-
MPOCOB, OTBETHI HA KOTOPbIE OY/IyT MOJIy4YeHbI B POLIECce alb-
HEWIINX WCCIIeIOBAHUI MTPOOIIEMBI.

Huddepenupansaas puarnoctuka WUJIP ctpoutcst Ha He-
CKOJIbKMX OCHOBHBIX METO/aX: KJIMHUYECKUE, PEHTI€HOJIOrnye-
CKHUe, CIIMpOMETpusl, 1JaGopaTopHble 1 MOP(OIIOTUYECKHe, MPU
9TOM B CBSI3U CO CJIO’KHOCTBIO M BBICOKO OTBETCTBEHHOCTBIO NP
npoBefieHn AU hepeHIMAIBLHON AMArHOCTUKY HEPEAKO TpedyeTcst
MYJIbTUVMCUMATITIMHAPHBII MOJXO JIs1 yCTAHOBJIEHUS IMArHO3a.

TiaTensHOe N3yyeHne aHaMHe3a M KIIMHUYECKUX TPOosIBIIe-
HUIT — 00s13aTeNbHOE yCIIoBYe Npy hopMmupoBanmy auarao3a NJI1O.
Knunnueckue nposisnennst 1J1d ve obmaparor ctporoii crnery-
(PUYHOCTBIO. AHAJIOTMYHBIE KIIMHUYECKHUE TTPOSIBIEHUS] MOTY T Ha-
6mopareca 1 npu apyrux MBJI. Pazmmunsa B cumnroMaTnke co-
CTOSIT B OCHOBHOM B BBIPa&>KEHHOCTH TIPU3HAKa U XapaKTepe ero
nporpeccupoBanusi Ui perpeccuut. CriefioBaTelibHO, M0 BbIPasKeH-
HOCTH OT/IEJIbHBIX MPU3HAKOB MPAKTUUYECKN HEBO3MOXKHO JMbpe-
pexuuposats WJI® ot apyrux MIIB. OpHako AIUTENBHO Cylle-
cTByIOImas cummromatuka (6osiee 6 neT), ocCOOEHHO TIpU ee
BOJIHOOOPA3HOM TEUEHWH, IAeT OCHOBaHME MOJIBEPraTh COMHEHUIO
auarHo3 NJI® u npojioykaTh NOUCK Apyrux 3aboneBanmii. OHuM
U3 BaXHBIX AU(pGEepeHINaTbHO-IMArHOCTUUECKUX TMPU3HAKOB
NJIP sBnseTcs cTporasi OrpaHMYEHHOCTD JIOKAIM3ALUK MTaTOJI0-
MYECKOro MpoLecca B PeCMPaTOpPHOIi cucTeMe (MTOMCK BHEJIeroy-
HOTO NOpakeHus1). B To »ke BpeMst HaJluue CoCyILECTBYIOIIMX 00-
ne3neit npu MJIP 3HauMTeIbHO CHIDKAET JUarHOCTHYECKYIO POJIb
9TOrO KJIIMHUYECKOT0 MapKepa.

Konmaxmuas ungpopmayus:

Limenes E 62enuii Meanosuy — 1.M.H., 1pod., 3acI. iesitesb Hayku PP, 3aB.
oty ubpepeHINATLHON IUATHOCTUKY TyOepKyJie3a JIETKUX U 9KCTPAKOp-
NopajibHbIX METO/I0B JedeHus. Teun.: +7(499)785-90-08, e-mail: eishme-
lev@mail.ru; ORCID: 0000-0002-1908-5601
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E.N. lLImeres u coaBT.

Tabanua 2. Amarnoctnyeckme kareropun OUI npu KTBP

Tumunsiit OUIT-06pa3

Bepositabiit OUII-06pa3

Heonpenenennblit KTBP-o6pa3, ne

(maTTepH) OWUII-o6pa3 COOTBeTCTBYIOLIMI rarHozy NJId
Bepxuenonesoe, cpenHenonesoe
I'ereporenHoe PXHER » CPEARC ’
I'ereporenHoe 6a3anbHoe BapuabenbHoe niu nepuOPOHXOBACKYJISIPHOE
PacnpocTpanenne 6a3anpHOe U
1 cyOnieBpaibHOe mudpysHoe pacnpocTpaHeH’e ¢ MalbIM
cyOneBpajbHOe
CyOTuIeBpaIbHBIM PacpOCTPaHEHNEM
«CoToBoe Nerkoe», Pertukynsipuble TeHU JloMuHMpYOLIAsi KOHCONUAALNS,
CTHKYJISIPHBbIC TEHI ¢ nepuceprIecKuMn ACTIPOCTPAHEHHOE U BBIPASKEHHOE
P YJUAp puchep Hamune ¢pubpoza pacrpoctp P
¢ nepuepuiecKuMn TPaKIMOHHBIMH  HEKOTODLIMIL «MaTOBOE CTEeKJI0» (BHE
O6pa3bl/ TPaKIMOHHBIMU OGPOHXO3KTa3aMu 1 MaJI03aMe’ll?HI)IMI/I 0060CTPEHNS), pACTIPOCTPAHEHHOE
OTIIMYUTENIbHbIC OGpPOHXO03KTa3aM1 GPOHXMOJIO3KTA3aMH. OM3HAKAM MO3anvYHOE O0E/JHeHNe PUCYHKA
YepThI 1 OpoHXMoJ03KTazaMu. HeTt «coToBOro jierkoro». P ’ C PE3KO BbIPa’KEHHBIMU
Npe/INoaraloIymMn

OTcyTCTBUE IPU3HAKOB
AJIbTEPHATUBHOTO
JMarHosa

OTCcyTCTBHE IPU3HAKOB
aJIbTEPHATUBHOTO
JMartosa

J106yNapHbIMU BO3/YLLIHbIMU
JIOBYIIKAMU Ha BbIIOXe, I dy3HbIe
Y3J1bI UM KACTBI

He-OIMN-o6pa3

ITpumeuanue. KTBP — KT Bbicokoro paspeuienus.

NJ1® — 6one3nb BTOPOIl MOJTOBUHBI XKW3HU, BO3HUKAIOLIAS
qarie Bcero B 60-netHem Bo3pacte u crapie [2]. [TosTomy y
60JBLIIMHCTBA OOJIBHBIX K 3TOMY BO3pPAcTy (hOPMUPYIOTCS U BO3-
HUKAIOT Pa3JIMYHbIe MATOJOrMYECKUE COCTOSIHUS, NPSMO WU
KOCBEHHO CBSI3aHHbIE C OCHOBHBIM 3a60sieBanueM. [Ipu aToM He
BCEI7a y/laeTCsl Pa3rpaHuyInTh ocioxkHeHus Teuenust UJIP u co-
MyTCTBYOIIME 3a00aeBanusi. Ho, OCKONbKyY 1 COmyTCTBYIOLE
605e3H1, 1 ocnoxkHeHust MJIP nporcxonsT y offHOro 00JILHOTO,
WTHOPUPOBATh MX HAJIMYME HE CIIENyeT, TeM Ooliee, OHU Cylie-
CTBEHHO BJIMSIFOT Ha OCOOEHHOCTH TEUYEHHUSI OCHOBHOTO 3a60J1e-
Banusi. CBOJHbIE JaHHbIE 10 KOMOPOUHBIM COCTOSTHUSIM PUBO-
nsrest B Tadua. 1 [3].

IM@u3zema JJerkKux U XpoHU4ecKasi 00cTpyKTuBHas 60-
se3nb gerkux (XOBJI). O6bruno nmuua ¢ NJIP B 70-80% cay-
yaeB ObIBIIME/HAcTOsIIME Kypuinbluku [4]. HeynuBuTenbHo,
4yTo 0K0J10 30% G0nbHbIX NJI® nmeroT amdusemy lerkux [5,
6]. Ilaxxe mpeanosiaraeTcs BbIESATh OT/AEIbHbIN (peHOTUN
NJI® npu kombunauuu NUJIO ¢ smdpuzemorit nerkux [3, 6, 8].
JIuna ¢ 3TuM (PEHOTUNOM — MPEUMYIIECTBEHHO MY KUUHBI,
paHee MHTEHCUBHO KYPUBILIME, C MOBBIIIEHHON CKIIOHHOCTBIO K
norpebsenuto Kucaopopa. CnupomMeTpusi y HUX 4acTo JIEeMOH-
CTPUPYET OTHOCUTEILHO COXPAaHHbIE OOIIYIO KU3HEHHYIO eM-
KOCTb ¥ (pOPCUPOBAHHYIO XXNU3HEHHYIO €MKOCTb B COUETAaHUU
C IUCTIPONOPUUOHATBHBIM CHUXKEHHEM (P dY3UOHHON CIIO-
COOHOCTH Jlerkux. ITu (pU3HOIOrnYeckue 0COOEHHOCTH TPU
ommcbiBaeMoM enoturne WJIP, mo-Bugumomy, oTpaxkarT
MPOTUBOMNOJIOXKHOE BIUsIHAE (PUOPO3a MAPEHXUMbI JeTKUX U
NECTPYKUMH TAPEHXUMBbI Ha BO3/IYLIHBIN MOTOK 1 00BEMBI JIeT-
KHX, IONOJIHUTEINILHO BIMsAs Ha ra3ooomeH. [TapajiokcanbHo, HO
npu 3ToM (heHOTHIE MeJlJIEHHee UJIeT CHUKeHNe (hOpPCHPOBaH-
HOW YKU3HEHHON €MKOCTH JIeTKuX OJaropiapsi BIUSHUIO 3MPU-
3eMbl [8, 9]. Y aTux nui yaiie HabJrOaeTCs IeroyHasi runep-
tensust (JII') [6, 8, 9]. He mnoayueHo yOeauTesNbHbIX
MOKa3aTelbCTB B 9p(peKTUBHOCTU Npu 3ToM (peroTune NJ1dD
cranfaptHoit Tepanuu XOBJI [5, 6].

Pak nerkux. Y mun ¢ MJI® puck pa3Butusi paka Jerkoro
YBEJIMUMICS TOYTH B 5 pa3 B CPAaBHEHUU C [JAHHBIMU 110 O0LIei
nomysiuu. PakoM jerkux mopaxkeHbl 3—22% MalueHToB C
NJI®, u npeanonaraemasi 3a6oneBaeMocTh — 11 ciayuyaeB Ha
100 Tbic. B ropg [10—13]. EskeroaHsblit puck pa3BUTHs paka Jier-
KHMX TaK>Ke, MO-BUIIMOMY, BO3PACTAET B T€YEHHE HECKOJIBKUX
nieT nocye noctanoBky auarHosa NJI® [13], uto mogTBepskiaeHO
MIPU Ay TOTCUSIX , KOTOPbIE BBISIBIISIIIM COMYTCTBYIOLIIEE JIETOUHOE
3JI0Ka4eCTBEHHOEe HOBOOOpazoBanue nouytu B 50% ciyuaes
GOJIBHBIX € rUcTONOrnueckuMu npuzHakamu MJ1® [14]. Beicoka
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cBsi3b WJI® ¢ pakoM JIerKuX y KypsIIyX JIMII, YTO TIOTBePIK/Ia-
eTcs1 GoJiee YacThbIM OOHAPY>KeHMEM paKa JIETKUX TIPU COUeTAaHNN
NI c smpuzemoit u XOBJI [15-17]. BonbumHcTBO Mccaeno-
BaHMI MOKa3bIBACT, YTO BO3HUKHOBEHHUE IMJIOCKOKJIETOYHOTO
paka HEeMHOTO TIpeodIaaeT Hajl YaCTOTOI BOZHUKHOBEHUSI aJie-
HOKapUMHOMBI [17], B TO BpeMst Kak HeJlaBHee MCCIIeloBaHNe
aJieHoOKapIMHOM, cBsi3aHHbIX ¢ MJ1d, mpopemMoHCcTprpoBasio Bbl-
COKYH0 YaCTOTY aCCOLMMPOBAHHBIX C AMUTEIMEM OPOHXUOJ Map-
KepoB paka B ciiydasx NJI® 1o cpaBHEHUIO C KOHTPOJIBHBIMU
rpynnamu, He cBsizanHbIMU ¢ MJI®, uyTo mo3BodsieT mpenoso-
SKUTb, YTO 3TU OIYXOJIM MOTYT BO3HUKATb B pe3yJbTaTe aHO-
MaJTLHO TIPOJIN(EPUPYIOLIETO AMUTEIHST OPOHXMOJ B 30HAX «CO-
TOBOTO Jierkoro» [18].

O6cTpykTuBHoe caun-anHod (OCA). Ilpepnonaraercs,
yto OCA HenooueHnBaeTcs Kak KOMOPOUHOE COCTOSTHUE MPU
NJI®. Tpu uccnepoBanust nokazam, uto OCA oGHapy>KUBaeTCs
y 58-88% Gombubix NJIP, npuuem 6onee 68% umenu cpepHe-
TseKenble u Tskenble (popmbl OCA [19-21]. ITpu aToMm Tsixkenoe
OCA 00bIYHO CBSI3aHO C MILEMHYECKON OOJIe3HbIO cepjla
(UBC) y 6onbubix NIIP [22]. Heneuenoe OCA BepeT K ¢op-
muposanuto JII' [23].

Nmemunyeckas 6ose3np cepana. Cpeny KpynmHemx pet-
POCTIEKTHBHBIX MCCIIE/IOBaHU, TPOBEJICHHBIX HA CETOfHSILIHUIA
ieHb, npefnoJiaraeMasi pacnpoctpaneHHocts MBC y nauyenTos
¢ UDJI cocrasnsiet ot 4 10 25% [24-26]. PacnipocTpaHeHHOCTh
1o 68% ommcana B koropte u3 73 mampentos ¢ NJIP, koTopwie
nepeHecHy KaTeTepu3aluio cepua nepej TPaHCIIaHTaLen
nerkoro [27, 28]. Cpequ aTux mroaein 18% mauyieHToB uMenu
BeipaxkeHHyto MBC, onpenensiemyto kak 6omnee 50% creHos3a
MarucTpajlbHOrO KOPOHAPHOTO cOCyAa MpU KaTeTepu3alyn
cepyLa WM HEOOXOANMOCTH YPECKOKHOTO KOPOHAPHOTO BMe-
LIATEJILCTBA.

Jlerounas runeprensus. JII', onpenensiemast Kak cpejHee
nasneHue B jeroyHoi aprepun (mPAP) — 25 mwm pr. cT. [29],
06b14HO ocnoxHsieT MJIP, ocobenHo mo Mepe mporpeccupoBa-
Hus 3a6oneBanusi. PacnpocTtpanennocts JII', cocrasmstoras
Bcero 3%, 3apeructpupoBana y naguenTos ¢ MJIP ¢ ucnonb3o-
BaHWeM [aHHbIX cTpaxoBbix Kommanuii [30] u no 84% c ucnomnb-
30BaHMEM TPAHCTOPAKAILHOM 3XoKapauorpammel [31]. B nccne-
OBaHUAX C NPUMEHCHUEM KaT€TEpUusalyu MpaBbIX OTACJ/IOB
cepilia OTMEYAeTCsl, YTo pacrpocTpaHeHHocTs JII cocTaBisieT
29-46% , 9TO OCTAETCS «30JI0THIM CTAHIAPTOM> JIJIsl ONpefiete-
nus JIT" [32-35].

I'actpoazogareanbusiit pedmoke (I'IP). ['DP sBnsiercs
el1e OJTHUM PACTPOCTPAHESHHBIM COMYTCTBYOLIMM 3200JIeBAHUEM
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TabAnua 3. 3aboAaeBaHMsi, NPU KOTOPbIX HabAloAaeTcsi 06pa3 (nartepH) OUI

I'pynna 1 — nerounsiit puGpo3, MHIYMPOBAHHBIN AUCHYHKIIEH
SMUTENNS

niio

I'pynna 2 — neroynslit puGpo3, UHAYLUUPOBAHHBIIA AUCHYHKIMEN
KIIETOK BOCIAJICHUSI

I'pynna 3 — nerounblit puGpo3, MHAYLUUPOBAHHBIN JIEKApPCTBAMUI
I TIPOheCCUOHATBHBIMI (haKTOPAMHU

I'pynna 4 — neroynbIit puGPO3, CBI3AHHBII C KypEeHUEM

CucreMHasi CKIIepOAepMUsi, PEBMATOU/IHBI apTPUT, CUHAPOM
Illerpena, capkounji03, FUNEPCEHCUTUBHBII ITHEBMOHUT,
Hecneuugryeckasi IHTePCTULMAIbHAS ITHEBMOHUS 1 JIP.

Ac6ecTo3, CUIIMKO3, JIEKAPCTBEHHbIE THEBMOHUTDI

JleckBamMaTHBHASI THTEPCTULIMAILHASI THEBMOHYIS,
pecrmpaTopHble GPOHXUONTHI, TAHT€PraHCOKIIETOUHbIH
TUCTUOLUTO3

TaGAnua 4. PekomMeHAALMM MO MCMOAb30BAHMIO AUATHOCTUYECKMX METOAOB B 3aBUCUMOCTH OT KT-06pa3a (naTrepHa)

ATO/EPO/SIPO/AATO (2018 r.) [50]

Bapuantsl fansbix KT — o6pass! (maTTepHbl)

KT-BeposiTHbI, HEONpe/eIeHHbl 00pa3bl
OMWII unu anbTepHaTUBHBIA AUACHO3

KT-o6pa3 OUIT

BAJI, knerouHblii aHanmu3 Ia (ycioBHO) Her
Xupypruueckast GUOICHUS JIETKUX Ila (ycnoBHO) Her
TpancGpoHxuanbHast GUONCHs NErkKux Her Her
Kpuobuoncust nerkux Her Her

W3yyeHue ucropun NpuMeHeH!s
JIEKapCTB U (PAKTOPOB OKPY>KaloLIei
cpefibl

Ceposoruyeckoe TeCTUpOBaHUe

TSI ICKITIOYEHHMsI 3a00JIeBaHII
COEIMHUTENILHOI TKAHI
MyabTupcuUnIMHAPHAS AUCKYCCHS

ChIBOPOTOUHBIE 61IOMapKephbl

TujarensHoe M3yyeHne paHee NPUHUMAEMBbIX JIEKAPCTB, a TaKKe [IeTalbHOe U3yUYeHue
(hpaKTOpPOB OKpYKarollell cpefibl: IoMa, Ha pPaboTe U IPYTUX MECT, 4aCTO NOCEILAEMbIX

MaUeHTOM, 711 UCKITFoUeHus MHbIX VIBJ1

O06s13aTebHOe CTaHAPTHOE TECTUPOBAHKE J1JIs1 UCKIIIOYEHUS] CUCTEMHBIX 3a00JIeBaHUI
COEIMHUTEIILHOM TKaHU Kak npuunHbl MBJ1

MynbTUAMCUMITIMHAPHAS IUCKYCCHSI PEKOMEHJTYeTCsl
He pexkomenpyercs uccnegoBanue s BoisiBienust JIP

y nauuentoB ¢ UJI® [20], HO nucTuHHYIO pacnpocTpaHeHHOCTh
I'SP y nanuenTos ¢ NJI® tpynHo ycranoBuTh. B Heckonbkux
KPYIHBIX 3MUIEMUOJIOTMUECKUX UCCIIEIOBAHUSIX TTPEITOIOKUIN
pacnpoctpaneHHocTh 'DP y 30-50% o6ciieoBaHHbIX OOJIbHBIX
[36, 37], HO uccnenoBaHusl, B KOTOPBIX NCMOIb30BAJICSI MOHUTO-
punr pH nuieBopa, janu ocHoBaHWe npejnoarats, uro ['OP
MoxKeT nopaxars 6osee 80% mopieii ¢ 1P [38, 39]. Paznuuus
B yactoTe BbisiBIIeHUs] [ DP 00bSCHSIOTCS TEM, UTO Y HEKOTOPBIX
Imofiell HabFoIar0TCsl MaJIOCUMITOMHBIN (Mommyatuit) [P [39]
U IpyTr1e BapuaHThbI, pekie Bcero HekucaoTHble ['OP [40]. Be-
POSATHBIM (PaKTOPOM, CIIOCOOCTBYIOIIMM BBICOKOI pacrpocTpa-
HenHoctu 'OP y naumenToB ¢ NP, sBisieTcs rpbika NuieBoj-
HOTO OTBepcTHs AuadparMbl, Kotopast Habmonaercs y 40-53%
o6onbHbIX NJI® [41,42].

Hapsiny ¢ yka3aHHbIMU NaTOJIOIMYECKUMK COCTOSIHUSIMU Y
60nbHbIX MJI® Hepenko oOGHapyKUBaeTCs TMIIOTUPEOMAU3M
(mo 13% y my>xkumH u 10 28% y xeHuwH) [43-45]; caxapHbli
nuaodet 2-ro Tuna (10-33%) [36], nenpeccuu 1 TPeBOXKHBIE
coctostaus (12-49%) [46, 47]. Kaxkjioe U3 nepeyncieHHbIX co-
crostHuil yTseKenser Tedenne MJIP u Tpedyer cooTBETCTBY!IO-
LLEeN Tepanuu.

ns Boinenenust MJI® u3 rpynmnbl Apyrux UAMONATHUECKUAX
MHTEPCTULMAIBHBIX 00JIe3Hel BasKHENIIMM OPUEHTUPOM SIB-
JISIFOTCS pe3yibTaThl KomnbroTepHoi Tomorpadgun (KT) nerkux
BbICOKOTO paspemienus [1]. Mcnons3oBanme aToro mopxoma
3HAYUTENbHO obaervyaet auarHocTuky MJI® no o6Hapyxkenuro
npusHakoB OMII — penTreHOMOpcoIornyeckoe Ha3BaHue 00-
pasa (marrepHa), Habmogaemoro npu UJId. B despane 2018 r.
B XypHane «Lancet Respiratory Medicine» omy6amkoBaHO
npejioxkenne akcnepToB dreitiHeposckoro odiecTsa (Fleish-
ner Society) 1o gasnbHefemMy copeplueHcTBoBaHuo KT-kpure-
pueB muarHoctuku NJIP (Tada. 2) [48].

TEPATEBTUYECKUW APXVIB 3, 2020

Ho, nockomnbky 06pa3z OUII moskeT ObITh 0OHAPY>KEeH 1 TP
Apyrux 3a00JieBaHUsIX, PETIAraeTCsl BbIIESITh TPYMIbI 3200-
JIeBaHUI1, IPU KOTOPbIX HabmonaeTcst kapruna OUIT (P. Wolters
1 coasT., 2018) [49] (Ta6. 3).

Becbma 3aMaHUMBBIM SIBIISIETCST MCTIONB30BAHNE APYTUX M-
ArHOCTUYECKUX METOOB B AU hepeHINaTbLHON AMarHOCTUKE
NJI®. IMocnepHne MexxayHapoaHbie pekomenaanuu [50] mpepi-
JIaratoT BO3MOXKHOCTb MCIIOJIb30BAHMS JIPYTUX IMArHOCTUYECKUX
MeTofIoB B 3aBrcuMocTH oT KT-06pa3a (marrepHa); Tada. 4.

OyeHb OTBETCTBEHHbIM KOMIOHEHTOM juarHoctuku NJId
SIBJISIETCST TUCTOJIOTMYECKOE UCCIIE/IOBaHNEe OMOTICUITHOTO MaTe-
pyana, npu Nojy4yeHn KoToporo st auarHoctuku UJIP cre-
AyeT YUUTBIBATb MO3AMYHOCTh MOP(OJIOTHUECKON KapTUHBI 1
MPaBUJILHBIN BLIOOP MecTa 6uoncuu. buorncuio B cooTBeTCTBUN
pesynbraramu KT-uccnenoBanus 1esnecooOpasHo MPOBOINTH
npu BeposiTHOM, HeomnpepeiaeHHom OWII-o6paze mnm korja
KT-o06pa3 ne coorBercTByeT muarno3y WUJI® [50]. Urak, ecim
BbI pelllaeTech Ha OMOICHUIO JIETKOT0, CIElyeT B3BECUTh BEPO-
SITHOCTb HaHECeHUs Bpesia 60ibHOMY . Hy>kKHO noHMMATh, 4TO 00-
CJIe/IOBaHNE He JIOJKHO PUHOCUTE €My O0uIbllie HeYI00CTB, YeM
cama 0OJIe3Hb.

OyHKIMOHATBHBIE METO/IbI UCCIIEIOBAHUST — BasKHBIN KOM-
MOHEHT Kak B imarHocTrke MJI®, Tak 1 B MOHUTOPUHTE TEUEHUS
3a6oneBanus [51], oqHako B i depeHINaTbHON JUarHOCTUKE
NJI® onm nHecnmenuwyuHbI, TTOCKOJIBKY WX BBIPAKEHHOCTH
MOXeT ObITh aHasornuHoi v npu apyrux UBJI.

Oco0y1o cloKHOCTb B iuarHoctuke MJIP npepcraBisioT
TaK Ha3blBaeMble JieueHble OombHble [52, 53]. [IpoBogumasi,
MOPOY IMUTENHLHO, Tepamnust 6ombHoro NJIP ¢ npuMmenennem an-
TUOMOTHKOB, MPOTUBOTYOEPKYIE3HBIX MPENapaToB U KOPTUKO-
CTEPOU/IOB MOXKET CYIIECTBEHHO MOAM(UIMPOBATL KIMHUYE-
CKM€ M PEHTreHOJOrMYecKue NpU3HaKu OOJIe3HH, YTO
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Aaroputm andppepeHumarbHOiM anarHoctuku. UA® (2018 r.) [2].

3HAUUTEJILHO 3aTPY/IHSET AUArHOCTUKY . B nopassitoiem 6011b-

LIMHCTBE B 3TUX CUTYyalUsIX HAYMHAETCS AKTUBHOE JIEUCHUE

«/IBYCTOPOHHEI» MHEBMOHMU UIM TyOepKyje3a ¢ (popMUpOBa-

HMEM JIEKapCTBEHHOI'O NIOPaXKEHUs HE TOJIbKO Jierknux. MHoroe

B [IPaBUJIbHOM ¥ cBOeBpeMeHHOI1 uarHocTke MJ1® 3apucur ot

OMbITa 1 00OPa30BAaHHOCTHU Bpaya.

BecbMma npuBiiekaTeNbHbIM SIBJISIETCS UCNOJIb30BaHKE OMO-
MmapkepoB B auarHoctuke MJI®. Onpepenensl Haubosee Bepo-
sITHbIE OMoMapkepsbl 1718 fuarnoctuku UIIP [54, 55]:

* MUCS5B — nonmMopcdusm reHa, KOIUpYLIEero npoyKIuo
MYLMHA;

* TERT (Telomerase reverse transcriptase) — BefIeT K CUHJIPOMY
YKOPOYEHHBIX TEJIOMEp;

° MyTaluy TreHOB, Kogupyouwx cypdaktant C u A;

* ELMOD?2 - reHn, pacnonoxeHHblil B Xxpomocome 4q31, KOHT-
poJmpyeT haronTo3 anoNTO3HbIX KJI€TOK U KJIETOYHYIO MUT-
pauuio.

OpnHako B KIIMHMYECKON MPaKTHKE NPUMEHEHNE 3THX GroMap-
KEpOB MOKa HEMPUEMJIEMO 13-3a MX HU3KOH crienmcudanocTH [S0].

Mmnoroe B guarnHoctuke MJI® 3aBucur ot cragum 60JIe3HN.
Hepenko ot Hayana 3a60seBaHNs 10 YCTAHOBJICHUS JMAarHO3a
npoxoauT 6oiee 2 neT [3]. Oco6oe MecTo B AMarHOCTUKE 3aHU-
maeT oboctpenne MJIP, koTopoe nHorma ObIBaeT NepBbLIM JI0-
CTYMHBIM Bpauy KJIMHUYecKuM nposisnenuem NI [2].

Oo6ocTpenue MJI® npuHaTO paccMaTpUBaTh KaK «HEOObSIC-
HUMOE HapacTaHue OfibIiKy B Teuenue 30 nHein» [56]. [TpuanHbt
BO3HMKAIOLIEr0 YXY/ILLEHUs] HE JOJKHBI ObITh CBSI3aHbI C yCTa-
HaBJIMBaeMbIMU (DaKTOpaMU: UH(eKluei, THEBMOTOPAKCOM,
TpoMGoaMbonueit aeroyHoi aprepuu u ap. [Ipu o6ocTpeHun
NJI® HapacTaroT Bce OCHOBHbIE CUMITTOMBI: OfIbILIKA, TUIIOKCE-
MMUsl, IOSIBJIEHME HOBBIX TEHEil Ha peHTreHorpamme. B HacTos-
1iee BpeMs MPUYMHbBI BOSHUKHOBEHHSI, BOIPOCHI NPO(UIIAKTUKI
n nevenns: oboctpenuii MJIP ocrarorcs npegmMeToM aKTUBHOTO

AUTEPATYPA/REFERENCES

1. Raghu G, Collard HR, Egan JJ, et al. An Official ATS/ERS/JRS/ALAT
Statement: Idiopathic Pulmonory Fibrosis: Evidence-based Guidelines
for Diagnosis fnd management. Am J Respir Crit Care Med.
2011;183:788-824. doi: 10.1164/rccm.2009-040g1

106

n3yydeHusi. M1 He mosrydyeHbl OfJHO3HAYHbIE OTBETHI MO KAXKOMY

n3 BOmpocoB [55, 56].

Wrak, mupdpepenumanshas fuarnoctuka MO npencrasnsier
MHOIO3TaIHbIN NPOLECC C MPUBJIEUEHUEM Pe3yJIbTaTOB pa3iny-
HBIX METOJIOB MCCIIE[IOBAHMS, TOPOIl C MYJIbTUVCIMIUIMHAPHBIM
obcysKieHreM (cM. pUCYHOK). OfHAKO JMAMPYIOUIYIO TO3UIINIO
B 3TOM NPOLECCE JJOJIKEH 3aHUMATh KIMHULJMCT , OTNPENIeIISFOLLMI
MOCJIENIOBATEILHOCTb MCTIOJIb30BAHMS! IMArHOCTUYECKUX METOJIOB,
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00CIIeI0BaHMs] 1 PEKOMEHJIALUI CTIELUAIMCTOB, PUBIIEKAEMbIX K
MYJIbTUIMCUMTITIMHAPHOM JJUCKYCCUU.

B nocnegHnx MexyHapOoiHbIX peKOMEHIALHMSIX MPEJIosKeHa
cXeMma IocJjIeJoBaTeTbHOCTY quarnocTuku NJ1d [2].

OcHoBHbIE NPo6EMBbI B IMhPepEeHINATBEHON MArHOCTUKE
NJI® mMozKHO NpefiCTaBUTh B BUJIE MIEPEUHST:

* HeymeHue/HeKenaHue UCoJb30BaTh aHAMHE3 KaK MHCTPY-
MEHT JIMarHOCTHUKH.

* OmmboyHast TpakToBka JaHHbIX KT HEoOCTaTOYHO OMBITHBIX
PEHTIEHOJIOrOB.

* OTCyTCTBUE YETKOCTH B TPAKTOBKE «BO3MOSKHOTO» MU «Be-
postTHOro» Haymuust J1P.

* [IpofioKeHne My TaHULbl OTHOCUTEIBHO [AMArHOCTUYECKON
ponm 6poHxoanbBeonsipHoro nasaxka (BAJI).

* OTCyTCTBUE MHTErPALUU KIIMHUUECKUX JIaHHBIX B 0003HAUCHUN
anarsoctudeckon BepostHocT MJI®, B ToM uncie y «iede-
HBIX» OOJIbHBIX.

I'oToBsiIMecs K nepens3aaHnio MeTOIMYECKHe PeKOMEH/ AN
no npo6neme NJIP u cucremaTnuecky mpoBoiuMasi oopa3oBa-
TeJbHasg paboTa B pernoHax cujiaMu akcneptos Poccuiickoro
pecnupaTopHOro o6IecTBa MO3BOJISIIOT COBEPILIEHCTBOBATH
maddepenmanbayo auarnoctTuky NJld.
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