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Pesome

TeuyeHune pazIMUHBIX MHTEPCTUIIMATbHBIX 3a00s1eBaHui ierkux (M3J1) xapakTepu3syeTcst BHICOKOI BapruadbeabHOCTbI0. OOLIMPHOCTD U T€TePOTreH-
HOCTb 3a0osieBaHuil u3 rpynnbl M3J1 Hen30eXKHO NMPUBOAST K BOSHUKHOBEHUIO TMAarHOCTUYECKUX CIIOXKHOCTel. Llenblo nccienoBaHust SIBUICS
aHaJIN3 TUATHOCTUYECKMX OIMOO0K y narmeHToB ¢ M3J1 B pamkax peructpa B Mpkyrcke. MaTepuassi U MeTonbl. [1py IpoBeIeHUY UCCIIeIOBAHMST
B paMKax peructpa Habmopanuch naumeHtsl (n = 270) B Bo3pacte 18—88 ser ¢ paznumunbiMu M3JI. Juarnoctuka M3J1 6asupoBaiach Ha
KJIMHUKO-aHAMHECTHUECKUX, TAOOPATOPHBIX, (DYHKIIMOHATBHBIX, PEHTTEHOIOTUIECKUX (KOMITbIOTEpHAsT TOMOTPadust BHICOKOTO pa3pelieHus —
KTBP) u npu HEOOXOIMMOCTH — TMCTOJIOTMUECKUX JaHHBIX. Bce TrMarHo3bl 00CyXKIainch B paMKax MEeXXIUCHUITTMHApHON aquckycenu (MJIT).
Pe3yabratel. [leprion oT mepBbIX MPU3HAKOB MHTEPCTULIMATBHOTO MOPAaXKeHUs 10 ycTaHOBAeHUs AuarHosa M3J1 pasnuuancs oT HECKOIbKUX
Mecs1eB 10 HecKoJbKux JieT (0—22 roma; menuana — 12 (3; 36) mec.). Tonbko y 155 (57,4 %) naumenros M3J1 BepuduiimposaHo B teyeHue 1 roma
rocJie MOsIBJICHUS MepBOro Mpu3Haka 3adosieBanusi. Cpeau olmKMOOUYHbBIX AMATHO30B, C KOTOPBIMU MalMeHThI 10 Bepudukauuu M3J1 Habmona-
JIUCH TIO TTOBOY pecnupaTtopHbix cuMntoMoB u / win KTBP-usMmenenuit, nmpeobnananu pa3nuyHbie OpMbl THEBMOHUM (PELUAUBUPYIOIIAS,
3aTsDKHOTO TeueHus — 24,4 %, maeBMockiiepo3 — 12,6 %, 6poHX000CTPYKTUBHBIE 3a60eBanust — 12,6 % v Ty6epkyie3 — 10,7 %). JIunupyonmmu
MPUYMHAMU OLIMOOYHON TMATHOCTUKY SIBUJIKNCH HEMOOLEHKA UM HeBEPHAsl MHTEPIpeTaltsl KIMHUUECKUX, PEHTTEHOJOTMYECKUX U (DyHKIIMO-
HaJIbHBIX TaHHBIX. [1O3MHSISI MUArHOCTUKA SIBIISIETCS OMHUM U3 (aKTOPOB, OMpenessiomux (GopMUPOBAHUE MPOTPECCUPYIONIETO JIETOYHOTO
(hubpo3za: Bpemsi 10 ycTaHOBJIEHHsI AUarHo3a > 12 Mec. (oTHoLIeHue 1aHcoB — 4,1; 95%-Hblii toBepuTeNbHbIN MHTepBal — 2,4—7,1; p < 0,001).
3akimouenne. /17151 mpenoTBpalieHust ommooK Ha myTu nuarHoctuku Y 3J1 HeoOxonumbl THGOPMUPOBAHHOCTH M HACTOPOXKEHHOCTD Bpaueii-Tepa-
MEeBTOB, MAaKCUMaJIbHO 3(hdeKTUBHOE 00CIenoBaHue malreHTa ¢ mogo3peHreM Ha M3J1 u ObIcTpoe HalpaBlieHUE TAKOTO MallieHTa K KOMITETEHT-
HOMY CIeLMaIUCTY /ISl ycTaHoBIeHUs nuarHo3a M3J1 u nocnenyoiieii ero Bepudukaniu B pamkax M.

KnioueBble c10Ba: MHTEPCTUIIMAIBHOE 3a00JIeBaHUE JIETKUX, JMArHOCTHKA, MEXIUCIMILUIMHAPHAS NUCKYCCHUS, TTPOrPECCUPYIONIUIT JTeTOUHbII
(ubpos.
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Abstract

The course of interstitial lung diseases (ILD) is characterized by high variability. The extent and heterogeneity of ILDs inevitably leads to diagnostic
difficulties. The aim of the study was to analyze misdiagnosis of ILD in patients included in the Irkutsk register. Methods. 270 patients aged 18 —
88 years with various ILDs were followed in the register. The diagnosis of ILD was based on clinical, laboratory, functional, radiological (high-
resolution computed tomography (HRCT)) and, if necessary, histological findings. All diagnoses were discussed by a multidisciplinary team.
Results. The time from the first signs of interstitial lesions to the diagnosis of ILD varied from several months to several years (0 — 22 years), with
a median of 12 (3; 36) months. Only half of the 155 (57.4%) patients with ILD were diagnosed within one year from the first symptoms. Misdiagnoses
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in patients with respiratory symptoms and/or HRCT changes prior to ILD verification included various forms of pneumonia (recurrent, prolonged
course) in 24.4%, pneumosclerosis in 12.6%, obstructive lung disease in 12.6%, and tuberculosis in 10.7%. The main causes of misdiagnosis were
underestimation or misinterpretation of clinical, radiological and functional data. Late diagnosis is one of the factors determining progressive
pulmonary fibrosis: time to diagnosis > 12 months — odds ratio (OR) of 4.1 (95% confidence interval (CI) 2.4 — 7.1); p < 0.001. Conclusion.
To overcome the misdiagnosis of ILD, it is necessary to inform and alert general practitioners, to maximize the effectiveness of the examination of
a patient with suspected ILD, and to immediately refer such a patient to a competent specialist to diagnose ILD and verify the diagnosis with
a multidisciplinary team.
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[MoHsTHe «MHTEpCTUIIMATBHBIC 3a00JIeBaHUS JIETKNUX»
(M3J1) oowenunsier > 200 HO30JI0TUH, XapaKTePU3YEeMbIX
BOCITaJIeHHEM U / Wi HGruOpo30oM MapeHXMMBI JIETKHX.
M3JI conpoBoxaaroTcsl 3HAUUTENbHOM 32001€BA€MOCTbIO
u cMepTHOCThIO [ 1, 2]. CoBpeMeHHbIe Ki1acCUDUKAIIMOH-
HBIe IpencTaBieHus 06 M3J1, BKirroyas oleHKY KIIMHIIe-
CKUX TaHHBIX, UMUK -TUATHOCTUKY ¥ TUCTOITATOJIOTYC-
CKYIO XapaKTEePUCTUKY, TIPETEePIIEIM B OCTIESTHUE NECSTH -
JIETAS 3HAUUTETbHBIC U3MEHEHHMS, OTpakasl TIOHUMaHUe
CIIOKHBIX MAaTOMU3NOIOTUISCKUX MEXaHU3MOB 3TOM
HO30JI0Trn4YecKoi rpymmsl 3, 4]. OgHako 1is MOATBEPXK-
JIEeHUsI IMarHo3a ocTaeTcsl HEU3MEHHOM HE0OXOIUMOCTh
OLICHKN COBOKYITHOCTH KJIMHUYECKUX, PATUOJIOTTICCKIX,
a B psIIe ciydaeB — MaTOTUCTOJIOTMIECKIX KPUTEPHEB |3,
5]. I1pu TOM OOIIMPHOCTH U TETEPOTEHHOCTH 3a00JIeBa-
Huii u3 rpynnbl U3J1 Hen36exXHO MPUBOAUT K BO3HUKHO-
BEHUIO JUAarHOCTUYECKHX CIIOXKHOCTEH [2, 6, 7].

Hepenkoii HauaabHOM A1MarHOCTUYECKO TpaeKTOpUe
y 6onbpHBIX M 3J1 sIBNISIETCST TIOCTIeMOBATE IbHOCTh HAanboIee
YacTO BCTPEYAIOIIMXCS B ITyJIbMOHOJIOTMYECKOI ITPaKTUKe
OIIMOOYHBIX TUAarHO30B, TAKMX KaK OpOHXUATbHAST acTMa
(BA), BHEOOJIbHUYHASI TTHEBMOHUS, OPOHXUT, dMPU3e-
Ma JIETKHX U XpOHUYecKasi 00CTpyKTUBHAsI 00JIe3Hb Jier-
kux (XOBJI) [6, 8, 9]. Tak, mo maHHBIM KCCIICIOBAHUS
INTENSITY (n = 600) nokaszaHo, 4to y 55 % o0cenoBaH-
HBIX YCTAHOBJICH KaK MUHMMYM | HeTIpaBWIIbHBII THMarHO3,
ay 38 % naiyeHToB (OUryprpoBaIn 2 HEITPABUILHBIX AUAr-
HO3a 10 Ho3osiornyeckoit Bepudukanuu M3J1. [Tpu atom
cpeaHee BpeMs MEeXIy ITepBOHAYAJIBHBIM OITMOOYHBIM
1 OKOHYATEJIbHBIM AMarHo30M coctaBuiio 11 mec., a 34 %
MaLKEeHTOB COOOIIMIIN O 3aIepKKe > 2 JieT [6].

ITo naHHBIM pocCCUIICKMX McCemoBaTeeil, OKOIo
80 % TalMeHTOB ¢ YCTaHOBJICHHBIM auarHo3oMm M3J1
IO KOHCYJIBTUPOBAHUS B CTIICHIMAIM3NMPOBAHHOM 1LIEHTpPE
HaOJI0IATNCh C IMarHO3aMU IBYCTOPOHHSISI THEBMOHUSI
1 XpoHuYeckuii opoHxut [9]. B cTpaHax ¢ BeICOKOI1 3260-
JIEBAEMOCTbIO TYOEpKYJie30M Y 38 % GOJIbHBIX C YCTAHOB-
JieHHBIM auarHo3oM M3JI nmpeaiiecTBoBaa HEOOOCHO-
BaHHas TPOTUBOTYOEepKyJe3Hast Teparus [10].

B psne cnyuaeB npu auarHoctuke M3J1 HeKoppeKTHO
WHTEPIPETUPYIOTCS pe3yJbTaThl HHCTPYMEHTAJIBHBIX
nccienoBanuit. I1o pesyabraTaM aHanIM3a MEIUIIMH-
ckoit mokymeHTauun 6oapHbIX M3J1 (n = 146) moka-
3aHO, yTo 10 Bepudukauuu M3JI Tonbko y 84 % Obuin

OIMMCAaHbl U3MEHEHHUS 110 JaHHBIM KOMITBIOTEPHOM TOMO-
rpapum (KT) nerkux, y 62 % — 1o pe3yJibTaTam OLIEH-
KM JISTOYHOU (hYyHKIIUHM, TOTA KaK IIPU PEBU3UU ITUX
JMaHHBIX TTPOJEMOHCTPHUPOBAHO HAJIMYME OTKJIOHEHU
B 100 % ciyuaes [11].

[Ipu oka3zaHUM MMEPBUYHON MEIULIMHCKON TOMOIIIN
Hu3Kas pacriosHaBaemocth M3J1 oOycnoBiaeHa HEOTHO-
POIHOCTBIO U HECITeLIM(UUYHOCTbIO KIUHUYECKUX MPO-
SIBJICHU, pEHTT€HOJOTHYECKUMU U MTaTOJIOTUUECKUMHU
OCOOECHHOCTSIMM Aaxke BHYTPU TUATHOCTUUECKUX ITOI-
TPYIIN, a TaKXKe penKocThio HeKoTophix M3JI n HegocTa-
TOYHOI HACTOPOKEHHOCTBIO Bpaueii [2, 6, 12]. Kpome
TOTO, TPYAHOIOCTYITHOCTh HEKOTOPHIX HEOOXOIMMBIX
WUCCJIENOBAHUI B PEAUTbHOM KIIMHUYECKOU MPaKTUKE H0-
TTOJTHSIET TTIepeYeHb OCHOBHBIX 0ApbePOB B YCTAHOBJICHUH
MPaBUJIBHOTO U CBOEBPEMEHHOTO AMarHo3a, YTo MOXET
MMETH OTpeIeIIIIoNIe HeOIaronpusTHRIC TOCIEACTBUS
It manyeHToB [ 13, 14].

Teuenue pasznmunbix M3J1 xapakTepu3syercst BBICOKOM
BapuabenbHOCThIO. [Ipy HEKOTOPBIX HO30JIOTMUECKUX
dopMax BO3MOKHA CTIOHTaHHAsI PEMUCCHS WITA CTaOWIIN -
3alIMs TIpollecca, HO B psifie cIyJyaeB 3a00IeBaHNEe HOCUT
TIPOTPECCUPYIOIINIA XapaKTep, COIIPOBOXKIASICH (POPMUPO-
BaHUEM JIeTOUHOTo (hrdpo3a, uTo, B CBOIO 0Yepeb, IIPH-
BOJUT K OCJIOKHEHUSIM TeueHus 3a0oseBaHus [1, 15—17].
B nocnemHme Tompl aKTUBHO 00CYKIACTCS TEPMUHOIOTHST
Iporpeccupyollero jerouHoro ¢huodposa (ITJID), accouu-
HMPOBAHHOTIO C YCKOPEHHBIM CHUXKEHHEM JIETOUHOM (hyHK-
1, 00Jiee TSKETBIMUA PECTTUPATOPHBIMKA CUMITTOMAMM
1 HA3KUM KauyeCTBOM KU3HU, OBICTPOI MHBATMAN3ALINCH
NalKUeHTOB U CMEPTHOCTHIO. Perpe3eHTaTuBHOM Moje-
sipto TTJ1®D siBnsieTcst MaMonaTHIeCcKuii JIESTOYHbIA GUopo3
(MJID), KoTOophIil OTpazkaeT KOHIIEIIIINIO IIPOTPecCUpy-
IOIIIETO, CAMOTIOAIEPXKUBAIOIICTOCST TIOBPEKIACHUS Jie-
rouHoit napeHxuMsl [3, 18]. [Ipu oTcpouyeHHOM OKa3a-
Hun nanueHTy ¢ MJI® crienman3upoBaHHON TOMOIIT
PUCK CMEPTH MOBbBILIAETCS B 2—3,6 pasa, B 3aBUCUMOCTH
OT CPOKOB 3aIePXKKN — OT 2 10 4 JIET COOTBETCTBEHHO
(p=0,03) [19].

TakuMm o6pa3om, ycTaHOBJIEHUE paHHEro AUarHo3a
M3JI npeacTasisieTcss OMHON U3 CaMbIX CJIOXKHBIX 3a7a4
COBPEMEHHON MyJIbMOHOJIOTHH, TTO3BOJISIIOIIEH B OOJTb-
IIMHCTBE CJIydyaeB He TOJBbKO peayn3oBaTh 0ojiee apdek-
TUBHYIO TeparneBTUYECKYIO0 TAKTUKY, CIIOCOOCTBOBATH CO-
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KpalleHUIO KOJIMYEeCTBA HEHYKHbBIX MCCIEIOBaHUI, HO
Y MOXET 03HA4aTh JYYIINI MPOTHO3 /TS marueHTa [16].

Llenbio uccnenoBaHusl SIBUJICS aHAU3 AUATHOCTUYE-
CcKUX ommbok y nanueHToB ¢ M3JI B pamKax perucrpa
o6onbHbIx M3J1 B UpKyTCKe ¢ yueTOM 3HAYUTEIbHOTO
BiustHUsI, Kotopoe M3JI u T1JI® okaspiBatoT Ha 3a0o0Jie-
BaeMOCTb U CMEPTHOCTb.

Matepuanbl u meTogbl

[Tpu npoBeneHUN UCCIeIOBaHUS B PETUCTPE HaOI01a-
qmmch (n = 270) maumeHToB ¢ pasnuuHbiMu M 3J1 B Bo3-
pacte 18—88 jeT, mpu 3TOM CpeaHUIT BO3pACT MY>KUMH
coctaBui 60 (47; 68) net, XeHwH — 57 (46; 65) ner

(p =0,19). [To xomMYeCcTBY HEZHAYNTEIHHO MTPEOOIATATN

xeHuHb 158 (58,5 %).

Bce nrarHo3bl ObLTM MOATBEPKACHbBI MEXIUCIIATIIN -
HapHoil guckyccueit (M) ¢ yuactuem 2—3 myJIbMOHO-
JIOTOB, UMEIOIINX OITBIT PaboTh ¢ M3J1, 1 peHTTeHOI0TOM,
IIPpY HEOOXOIMMOCTH TIPUBJICKAINCH Bpaul APYTUX CITe-
LIMAJTbHOCTEM, TaKre KaK MaToMopdoJoru, peBMaToJIo-
ru, npodnaronoru u ap. Auarnoctuka N3JI mpoBonu-
JIach Ha OCHOBAaHWU OITyOJIMKOBAHHBIX B OT€YECTBEHHOM
U 3apy0exXHOM TUTepaType KIMHUYECKUX peKOMEHIALIit
U AMArHOCTUYECKUX KpuTepueB paznnuHbix U3J1. B ciy-
yae BTopuuHoit mpupoasl M3JI nuarHo3 ocHOBHOTO 3a00-
JIeBaHUS (hOPMYIUPOBAIICS TTPOPUIHLHBIM CITELIMATCTOM.

IIpotokon uccnenoBanus omodbpeH Komurerom
10 OTUKE HAYYHBIX UcclieaoBaHuii M pKyTcKoii rocynap-
CTBEHHOI MEIUIIMHCKON aKaeMUH IMOCIEIUTIIOMHOTO
obpazoBaHusg — ¢unnana OegeparIbHOrO TOCYIAPCT-
BEHHOI0 OI0JIXKETHOTO 00pa30BaTEIbHOTO YUPEXKICHUS
JIIOTIOJIHUTEJIBHOTO TIpo(eCcCUOHaTBLHOI0 00pa3oBaHUs
«Poccwuiickag MeguIIMHCKas aKaaeMusl HeTIpepPbIBHO-
ro nmpodecCUOoHaTbHOTO 00pa3oBaHUs» MUHUCTEPCTBA
3npaBooxpaHeHust Poccuiickoit @enepauuu (IpoTo-
koa Ne 9 ot 29.11.18). ¥V kaxxaoro namueHTa Mmojay4yeHo
MMCbMEeHHOe MHMOPMUPOBAHHOE COTJIacUe Ha yJyacTue
B MCCJICIOBAHUM.

Junarnoctuka M3J1 6a3upoBanach Ha KIMHUKO-aHAM-
HECTUYECKUX, JJA0OPATOPHBIX, (PYHKIIMOHAIbHBIX, PEHT-
reHosiornyeckux (KT Boicokoro paspemienusi — KTBP),
IIpY HEOOXOAMMOCTH PacCMaTPUBAINCh TMCTOJIOTMUECKIE
naHHblie. [lepuon nMHaMuyeckoro HabIOAEHMS 3a Mal-
eHTamMu coctaBisul 1—5 neT. [lepruoauyHOCTh OCMOTpa
1 00CIeIOBaHYsI OTIPeessiach MHANBUAYAJIBHO U 3aBU -
ceJIa OT HO30JI0TMUECKOM (DOPMBI, CTETIEHU TSKECTH U TI0-
nyyaeMoii Tepanuu. Yepes 1—5 et oLieHUBAICS UCXO
3a00J1eBaHus. YUUTHIBAJIAaCh CMEPTHOCTh OT BCEX MPUYMH.

Kpumepuu exarouenus:

* BO3pacT crapuie 18 jerT;

* HaJIM4YMe TBYCTOPOHHUX MHTEPCTUILIMATBHBIX U3MEHE-
Huit o naHHbIM KTBP BHe 3aBUCUMOCTH OT HATM4usI
CHMIITOMOB ITPH UCKITIOUEHUH aTbTePHATUBHBIX TTPH-
YUH.

Kpumepuu uckarouenus:

* mauueHThl ¢ ocTpbiMu M3JI (ocTphlii runepYyBCTBU-
TEJILHBII TTHEBMOHUT) B CJTydae IMOJTHOTO BBI3IOPOB-
JICHUS ¥ OTCYTCTBHS PEIIINBOB.

BaxxnHast pob B IMarHOCTUYECKOM TTOMCKE OTBOIM-
JIach IeTaJIbHOMY aHAJIM3Y XKaJlod M aHaMHe3a C aKIIEHTOM

Ha MOTEeHIMATbHbIE IKCTIO3ULIMOHHBIE (MHTAISIIMOHHbIE)
Y TTHEBMOTOKCUYHBIE OBITOBBIE MU MPOhECCHUOHATbHBIC
BO3MIEIICTBUS, COMYTCTBYIONINE 3a00I¢BaHUS 1 UX Tepa-
muto. BeIpaXkeHHOCTh ONBIIIKY OIIEHMBAJIACh T10 IIIKaJIe
mMRC (Modified Medical Research Council), xauuiss —
Mo Bu3yajbHOI1 aHanorosoii mkajne (BALL) (0 — kamienb
OTCYTCTBYeT, 10 — Kallempb MaKCUMAaJIbHO BBIPAXKEH).

IMoka3zaTenu aerouyHoil (YHKIMU OIIPEIACIISIINCH
o JaHHbIM cniupomeTpuu (Schiller Spirovit 1, 1lBeii-
uapusi) u nyabcokcumerpuu (OxyWatch, Kutaii). KTBP
JIerkux BoinosHsack B 100 % cityuaes.

Y Bcex MalmeHTOB MTPOBOIMINCH NCCISI0BAHME TTOKA-
3aTesieii oo1ero aHain3a Kposu, C-peakTUBHOTO OeJiKa,
CEPOJIOTMYECKUI CKPUHMHT JIJIST UCKJTIOUSHUST CUCTEMHBIX
PEBMAaTOJIOTUYECKIX 3a00JIeBaHMI, BKITIOUAIOIINI B CeOST
omnpeaecHIe PeBMAaTOMIHOTO (pakTopa, aHTUSICPHBIX aH-
TUTEJ, aHTUTEJ K IMKJIMYECKOMY LIUTPYLTMHUPOBAHHOMY
MenTuay, Mpyu HEOOXOAUMOCTH — APYyTUe JadopaTOpHbIE
MapKepHI.

Y 99 (36,7 %) naureHTOB 1MarHo3 BepubUIIMPOBaH
narorucrosornyecku. Yarie Bcero uccienoBaivuch TKaHU
JIETKOTO, TIJIEBPBI U MEIUACTUHATBHBIX JTMM(MATUIECKUX
y350B (n = 73). Kpome TOTrO, OBUIM M3yUeHBI TKAHU Me-
MUACTUHABHBIX TUMGbAaTUIECKUX Y3JI0B (1 = 12), KOoXn
(n=06), nepudeprnIecKnx JUMMaTUIECKUX y3II0B (1 = 4),
ropraHu / 6poHx0B (# = 3) 1 TMMbaTUIECKUI y3e] BOPOT
nouku (n=1).

B 3aBucuMocTHU OT pacnipeneseHust BBIOOPOUYHOI CO-
BOKYITHOCTHU UCIIOJIb30BaJIUCh MapaMeTpUIeCcCKUe 1 Herla-
paMeTpUIeCcKKre METOIbI CTATUCTUYECKOI 00paboTKM pe-
3yJBTATOB C TTIOMOIIBIO TIporpammbl Statistica 12.0 (Statsoft
Inc, CIIIA), TOTUCTUYECKUI perpeCCUOHHBIN aHAIN3.
HocToBepHOCTb paznuuuii onpenensiaachk npu p < 0,05.

Pesynbrarthbl

Bce nauueHThI ObUIM pacripefesieHbl Ha 4 TPYIIbI Corjac-
Ho akTyanbHolt Kinaccudukanuu U3JT [2]:
* 1-a(106 (39,3 %) Bcex MU3J1) — GonbHbie M3J1 ¢ ycTa-

HOBJICHHOI 3TUOJIOTUEM;

e 2-1 (66 (24,4 %)) — mMauMEHTHI C UAMOINATUIECKOM

UHTepCTULIMATbHOI THeBMOoHUel (MUTT);

* 3-9(74 (27,4 %)) — nv11a ¢ CapKOUIIO30M;
* 4-9(24 (8,9 %)) — nauueHThbl C PEAKUMU / APYTUMU

M3J1.

3a nepuoa HaOMIOAEHUS JIETATBHOCTD OT BCEX MPUYMH
coctaBuiia 67 (24,8 %) cnydaeB. MearaHa BpeMeHU OT T10-
SIBJICHUSI TIEPBOTO CUMIITOMA WJIM BBISIBIICHUST N3MEHEHUI
no naHHbiIM KTBP npu 6eccuMnToMHOM TedeHUU 3a00-
JieBaHus 10 cMepTu coctaBuaa 47 (27; 71) mec.

Ilepuonm oT BO3HMKHOBEHUS TIEPBBIX MPU3HAKOB WH-
TEePCTULIMATILHOTO TTOPAXKeHUST 10 YCTAaHOBJICHMS IUarH03a
W3JI cocTaBmsin MpoKue Mpeaesibl — OT HECKOJIbKUX Me-
csieB 10 Heckobkux Jiet (0—22 roga; MmeauaHa — 12 (3;
36) mec.). Tonbko y 155 (57,4 %) naumento U3J1 Bepu-
¢upoBaHo B TeueHHUE | Toa Mmocie MOSBICHMS IIEPBOTO
npu3Haka 3abojeBaHus (puc. 1).

IIpu conocraBnenuu paznuunbix rpynmn M3JI npo-
CJICXKUMBAeTCs TCHICHIINS K OoJiee OBICTPOIl AMAarHOCTUKE
cpeny MalMeHTOB ¢ capkouao3oMm (3-s rpymma) — 6 (3;
24) mec. u penkumu U3JT (4-g rpynna) — 8 (2; 30) mec.
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o cpaBHeHWIO ¢ auuamu 1-i (12 (4; 36) Mmec.)
u 2-1 (13 [3; 36) Mec.) IpynIibl, OMHAKO CTATUCTUYE-
CKM 3HAYMMOM pa3HUIILI He 3adukcupoBaHo (p = 0,07)
(puc. 2).

[Tpu iepBUYHOM HaIIpaBICHUN HAa KOHCYJIBTALINTO JIJIsT
pelIeHus Borpoca O BKIIIOUEHUU TMAllUeHTa B PETUCTP
M3J1 y 6oabIIMHCTBA MALMEHTOB KOHKPETHAsI HO30JI0-
ruyeckasi oopma ocraBajlaCh HeIMarHOCTUPOBAHHOIM.
Cpenu T1arHo3oB, C KOTOPBIMU MAIMEeHThl HA0II0aINCh
TT0 TIOBOIY PECITUPATOPHBIX cuMIITOMOB 1 / i KTBP-
U3MEHEHU, TIpeodagany pa3indHbie (DOPMBI TTHEBMO-
HUM (peUUAMBUPYIOIIAs, IECTPYKTUBHAS, C 3aTS>KHBIM
teueHueM (66 (24,4 %)), nueBMockiepos (34(12,6 %)),
OPOHX00OCTPYKTHBHBIE 3a001eBaHus (34 (12,6 %)) u Ty-
6epkynes (29 (10,7 %)) (puc. 3).

Tonbkoy 77 (28,5 %) naueHTOB B HAITPaBUTEIIBHOM
nuarHose umenuch ykazanust Ha M3J1. Tlocie mpoBeneHMst
Heo0X0oAMMOTo 1000cae10BaHus U tocaeayomein M
y Bcex marneHToB nuarHoctupoBanbl M3J1 (puc. 4).

ITo pe3ynbpTatam aHaau3a (pakKTOpOB, COBOKYITHO CITO-
cobcTBytolMX no3aHeit nuarHoctuke M3J1, npoaeMoH-
CTPUPOBAHA MHOTOTPAHHOCTH MPOOJIEMBI, O0YCIOBIEH-
HOMH, B IIEPBYIO OY€PEb, HEAOCTATOUHOM HACTOPOXKEH -
HOCTbIO B oTHoleHuu M3J1 Bpaueii mepBUYHOrO 3BeHA.

44
= [HeBMOHUA
= W30 yTouneHHoe
= HeBMOCKNEPO3
XOBJ1/BA | 6ponxut
= TyGepkynes

» W31 HeyTOUHEHHOE

® Be3 guarHosa

34

= OHKonorus
= UBC

= [Ipyrue 3a6onesanus

Puc. 3. CtpyKrypa HanpaBUTEIbHBIX JUATHO30B

IMpumeuanue: MU3JI — uHTepcTUIIMaIbHble 3a00neBaHus jerkux; XOBJI —
XpOHMYECKast OOCTPYKTHUBHAsI 00JIe3Hb JIETKUX; BA — OpoHXMalIbHasK acTMa;
MBC — umemnueckas 60ye3Hb cepaLa.

Figure 3. Breakdown of the diagnoses at the referral
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22
= Capkoupo3 = U3N-CUP3
® HCUN = JIAn3n
Lpyrvie U3y GonbHbix 1-1 rpynnbl
N (c ycTaHOBNEHHoI 3Tonoruen) = Ko
= HKMN = [ipyrue UWN
NKr * Npyrve peakue U3N

Cpenu TUANPYIOIINX MPUIWH YUCIITCS HeTOOICHKA WITH
HeBepHasl MHTePIIpeTaLusl KJIMHUYeCKuX (n = 63), peH-
TreHosornyeckux (1 = 59) u dyHKIMOHaIbHBIX (1 = 39)
naHHbIX. [TpoBoaMIOCH TAKKE YIIOPHOE JIEYEHUE IPYTOro
3a0osieBaHus (n = 36), MpU KOTOPOM MaCKHUPOBAIUCH
CHMIITOMBI MHTEPCTUIINATEHOTO TIOPAXKEHUsI, OTMEUICHO
To3aHee oOpaIeHue 3a METUIIMHCKOM TTOMOIIbIo (1 = 35)
(puc. 5).

BMecrte ¢ TeM TTO3IHSST IMAarHOCTHKA SIBJISIETCS OMHUM
13 (haKTOPOB, OTIPENIEISIIONINX HEOIArONTPUSITHOE TEYCHUE
3aboseBaHus. [1o pe3yabTraTaM JIOTUCTUYECKOTO perpec-
CHOHHOT0 aHaJI13a MoKa3aHo, YTO CPeIu MHIUKATOPHbIX
¢axkTopoB Mporpeccupymiero Guopo3UpPYyIOIIEro Teue-
Husg M 3J1 HanbonpIImii BKJIam BHOCIT HAIMIUE TPy0oit
KpenuTauu B 0a3aJbHBIX OTAeIaX IPU ayCKyIbTalluu

HepooveHKa KNMHNYECKUX AAaHHBIX
HenooveHka peHTreHONornyeckux AaHHbIX
HepooueHka dyHKUMOHANbHBIX AaHHbIX

Neyenne apyroro 3aboneBaHus

Mo3aHee obpalyeHme
HepooueHka aHaMHe3a 14
CnoxHocTb cnyyas 1
HenooueHka AaHHbIX rucTonorum 9
[Jle6tor CUP3 ¢ neroyHbIX NposiBneHui

0 0 20 30

Puc. 4. CtpykTypa IMarHo30B MOC/Ie MEXANUCIUILIN-
HapHOM AUCKyCcCUn
IMpumeuanue: M3J1 — uHTepcTUIIMAIbHBIE 3a00€Ba-
Hus serkux; CUP3 — cucteMHbIe UMMYHOBOCTTAJIH -
TeJbHbIe peBMaTuueckue 3adboaeBanust; XI'TI — xpoHu-
YeCKUil TUIepuyBCTBUTENbHBIN THeBMOHUT; HCUTT —
Hecnienrdurueckass MHTEPCTULMATbHASI THEBMOHMSI;
JIMWU3JT — nekapcTBEHHO-UHIYLIMPOBAHHBIE MHTEP-
CcTULIMATbHbIE 3a00eBaHust Jerkux; MJI® — nanona-
TUYeCKUii lerouHslit puodpos; KOIT — kpuntoreHHast
opranusyouiasicss mHeBMoHus; UXDI1 — unuonaruue-
CKast XpOHUYECKasi 9303MHOMMIbHAST THEBMOHWS;
HKMII — Heknaccuduumrpyemasi MHTEpCTULIMAIbHAS
nHeBMonus; MWUTT — unnonarnyeckast MHTEpCTULINA-
Xrn anbHast nHeBMoHUs; JIAM — numdanruoseiiommoma-
103; JIKI" — TaHTepraHcoKJIETOYHBII TMCTUOIIUTO3.

"o Figure 4. Breakdown of the diagnoses after multidis-
ciplinary discussion
nxan
= [IAM

Jerkux (oTHoiueHue mancos (OL) — 18,3; p < 0,001)
u no3nHsist muarHoctuka (O — 4,1; p <0,001) (cm. Tab-
JINILY).

Bce ykazaHHble (aKTOpbl MOTYT pacCMaTpUBATHCS
B KaUeCTBE KPUTEPUEB HEOJArOMPUSTHON SBOTIOIIMH 3a-
OoJieBaHUSI, TIPU 3TOM TpeOyeTCst HACTOPOKEHHOCTD B OT-
HOILIEHU U BBICOKOI BeposiTHoCcTH (hopMupoBanus [TJ1D.

O6cyxaeHue

3a nocaegHue roabl B odmactu M3JI mpoBeneHbI mccie-
JIOBaHUSI, TTI0 MOAMGULIMPYIOIIEMY TepaneBTUUECKOMY
BnusiHuto Ha M3JI, cBsIZaHHOMY C CUCTEMHOI CKJIepoaep-
Muei, pasmnaHbIMU popmamu [TJID, a Takke JTerouHO
runepreHsueii, ooycnosnennom M3JI [20—22]. Bmecte

63
59
41
3 Puc. 5. TIpuunHbI HECBOEBPEMEH-
HOU TUATHOCTUKY UHTEPCTULIM-
35 aJIbHBIX 3200JIEBAHUIT JIETKUX

IMpumeuanue: CUP3 — cucremHbie
MMMYHOBOCTIAJIUTEIBHBIC pEBMAaTH-
yecKue 3a00/eBaHMUs.

Figure 5. Causes of untimely diag-
nosis of interstitial lung diseases

40 50 60 70

Yucno cnyyaes
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Dakxmopst pucka UHMEPCMUUUAALHO0 3A004€6AHUA AC2KUX C NPOZPECCUPYIOUUM 1€20HHbIM PUGPO30OM

Tabauua
Table
Risk factors of interstitial lung disease with progressive pulmonary fibrosis
MpusHak ‘ oL ‘ 95%-Hbiit 11 p
Kpenutauus nerkux 18,3 9,8-34,2 < 0,001
Bpewms Ao ycTaHoBneHus AvarHosa 2 12 mec. 41 24-11 <0,001
Opbllka B gebote 3abonesaHus 2,2 1,3-3,8 0,002
CHuXeHne Macchl Tena 2,2 1,2-39 0,006
Boapacr 2 65 ner 2,1 1,2-3,3 0,005
Myxckoit non 2,1 1,2-3,3 0,004
Kypenue 1,8 1,1-3,0 0,01

Mpumeyanve: OLL - oTHoweHwe Wwarcos; [N - foBEpUTENbHbII MHTEpBAN.

C TeM paHHee YCTaHOBJICHWE KJIMHUYECKOTO AMarHo3a
M3JI s cBoeBpeMeHHOTO Havaia 2 (heKTUBHOTO Tepa-
MMeBTUYCCKOTO BIIMSIHUS MIPEACTABIISICT CIIOXKHYIO 3a1a4y
B peaibHOM KIMHWYecKol npakTuke. [TokazaHo, 4to me-
nuaHa cpokoB guarHoctuku M3JI cocraBuia 12 (3; 36)
Mec. U TONIbKO Y 57 % GoabHbix M3J1 BepuduiimpoBaHo
B TeueHUe | roma mocie TOsIBJICHUS TIepBOTO TIpU3HaKa
3abosieBaHusI. OTMEUEHO OTCYTCTBUE TOJIOXKUTETbHOMN
TEHIECHIINY B COKpAIIEHUX BPEMEHHOTO MHTEpBalia I1-
arHoctuku M3J1 3a mocnenHee OecsITUICTUE, a CPETHUIN
MePUOI MTUAaTHOCTUKY TI0 pe3yJbTaTaM MCCIeI0BaHUIA
cocrapiseT > 1 roga (B cpenHem 2,1 roma) [11, 23, 24].
[To pe3ynbraTam HaCTOSIIIETO UCCIIEIOBAHUS CPEaU Ha-
n0oJIee YaCTHIX TPUINH HECBOEBPEMEHHOM TNAaTHOCTUKH
M3JI caenyer paccMaTpuBaTh HEAOOIEHKY KIMHUYECKUX,
DPEHTIEHOJIOTMYECKUX 1 (DYHKIIMOHAJIbHBIX JaHHBIX, TOTIA
Kak To3Hee oOpallleHue MalMeHTOB OTMEYEHO TOJIBKO
B 13 % cinyyaeB. Heo6X0a1MMO OTMETUTD, YTO C TOUYKH 3pe-
HUS Bpaya, THMYHble cuMnToMbl M3J1, ckopee Bcero,
B CHJIy HEIOCTaTOYHON HACTOPOXKEHHOCTU, MHTEPIIpe-
TUPYIOTCS TIPOSIBJICHUSIMU YaCTO BCTPEUAIOIINXCS PECITH -
PATOPHBIX WU CEPACTHO-COCYINCTHIX 3a00JI€BaHNIIA, UTO
MMOTEHIIMAIBHO TIPUBOIUT K 3aIePKKaM CBOEBPEMEHHOTO
nuarHosa WU3J1 [25]. B psine ciyyaeB 5Ta cuMnToMaTuKa
UTHOPUPYETCS MJIN CBSI3BIBAETCS C KYpeHHMEM, CTapeHU-
eM WJIM PeCIMpaTOpHBIMU MH(PEKIUSIMI, TAKUMHU KaK
TyOepkyne3 [2], mpu aToM naxe ooHapyxeHue M3JI-kap-
TUHBI 0 naHHbIM KT Jilerkux He Bcerma paccMaTpuBaeTCst
BpayoM OOIIEei MPaKTHKN KaK HEOOXOTUMOCTb CPOYHOM
KOHCYJIbTAalIMU ITyJIbMOHOJI0Ta. TaK, Ipu OlleHKe MHTEep-
MpeTaIy TMarHOCTUYECKUX TECTOB U MX CBS3b C IMOCIIe-
TYIOLIMM HallpaBJIeHUEM K MyJIbMOHOJIOTY BpauoM OO1Lei
MpakTuku Bpems oT npoBeaeHus KT nerkux no obparie-
HUS K ITyJIBMOHOJIOTY COCTaBMJIO > | TOI IMPUMEPHO TSI
25 % nauueHToB, Y KOTopbix M 3J1 BbISIBIEHO IIPpU [IEPBOM
KT-onucanun [11]. [TokazaHo, uro ot 30 10 58 % maru-
eHTtoB ¢ M3JI n3HayanbHO HEOJHOKPATHO OCMATPUBAIOT-
CsI BpauoM OOIIei TPaKTUKH, a TIepBasi CUMIITOMAaTHKa
BO MHOTHX CJIyJasiX UTHOPUPYETCS, YIIYCKAeTCS U3 BULY
WU MPUIKUCHIBAeTCS APYTUM 3abojieBaHusIM [6, 26].
B wactHocTH, no naHHbIM uccienoBaHust INTENSITY
ITOKa3aHO, YTO HanboJIee YacTO OIIMOOUYHO TMATHOCTH -
poBanuch BA (13,5 %), nneBmonust (13,0 %) u 6poHxUT
(12,3 %) [6]. Kpome Toro, nmaiueHTthbl ¢ MU3J1 HyXaaroT-

¢S B KOMIUIEKCHOM JUArHOCTUYECKOM OIICHKE, BKITIOUast
HCCIeIOBaHUE JIETOYHON (PYHKIIUM, CEPOTOTUICCKUIA
CKPMHWHT, UMUK-IUArHOCTUKY, OPOHXOCKOIIHNIO, Te-
CTHI ¢ (pU3MUECKOI HArpy3KOil U, B psiae CaydyaeB, XU-
PYPTUYECKYIO OMOTICUIO JIETKOTO. 3a/IePXKKU, CBSI3aHHBIC
C TIJIaHUPOBAHWEM U TOCTYITHOCTBIO, MHTEepIIpeTaueit
Pe3yIbTaTOB UCCIIEIOBAHMIT, HEOOXOIMMOCTD IIOBTOPEHUSI
OMpeieIEHHbIX TECTOB U MPOLIEAYP YCYTYOISIIOT U 6€3 TOro
JIJTUTENbHBIN IMarHocTUYeCKuit mpouecc [2, 11, 25].

KpoMe HacTOpoxkKeHHOCTH M KOPPEKTHO CIJIAaHUPO-
BaHHOTO 00CIenoBaHus mpu noxo3penun Ha M3J1, a Tak-
K€ MOCTYITHOCTHM ISl TTallMeHTa UCCIeI0BaHUul, HE00-
XOIUMBIX ISl yCTAHOBJICHUSI TMAarHO3a, OTpeeIsIoliee
nuarHoctuyeckoe 3HaueHue umeet MJ1JI. Ha npotsike-
Huu nociuenHux Jiet MJ/1JI paccMaTpuBaeTcsl B KauecTBe
«30JioToro ctangapta» nuarHoctuku M3J1 [3, 13, 27, 28].
ITokazano, yto nocie npoeaeHuss MIJI nuarno3 U3J1,
MepBOHaYaIbHO GUrypupyouii y 28,5 % 60abHbIX, ObLT
BepUGUIIMPOBAH Y BCeX MaMeHToB. [10 mTaHHBIM pa3HbIX
uccaenonareseil, npopeaeHue M/ mo3BosisieT ycTaHo-
Buth auarto3 M3J1 B 71—-80 % ciyyaes, a B 42—53 % ciy-
YaeB — N3MEHUTH JUATHO3, YTO BaXKHO JJISI CBOEBPEMEH-
Hoit mHuanuu tepanuu U3J1 [29, 30].

[To maHHBIM JTOTMCTUYECKOTO PErpecCCUOHHOTO aHa-
JIN3a YCTAHOBJIEHO, YTO IBYCTOPOHHSS KPEIHUTAIIHSI
ABJISIETCS Hanbosiee 3HaYMMBIM (pakTopoM pucka [TJIdD
(O — 18,3; 95%-ub1it 1 —9,8—34,2; p < 0,001). ITo pe-
3yJibTaTaM MCCIeA0BaHMs ¢ yyacTueM 132 maiueHTOB
¢ nogo3peHueM Ha M3JI 1BYCTOPOHHSS KpenuTalus
IIpU ayCKyJbTallUM JIETKUX OTMeuYeHa B 63 % ciyyaes
U Obu1a accouuupoBaHa ¢ KTBP-nmattepHomM oObIYHOM
WHTepCTULIMaIbHOM MHeBMOoHMU [31]. Takum obpaszom,
y naieHToB ¢ M3JI kpenurauuio cieayer paccMaTpu-
BaTh B KAUeCTBE HACTOPAXKMBAIOIIETro (hakTopa Mporpec-
CUpPYIOLIETO (PUOPO3UPYIOIIETO TeUeHUST 3a00IeBaHUS.
Bropnim 1o 3HaunMoctH pakTopoM pucka ITJID sps-
etcs no3ausst auarnoctuka M3JI (OLL — 4,1; 95%-Hbrit
N —2,4-7,1; p < 0,001). HeodxoguMoO OTMETHUTB, UTO
115t manmeHToB ¢ MJI® v [TJ1D, y koTopsix Hab01a-
eTCs1 MpoAoJIKaloIleecs MporpeccupoBaHue 3a001eBaHUs
BO BpeMsl TMAarHOCTUYECKOTO Tpoliecca, MOCAeACTBUS
HECBOCBPEMEHHOI 1 / I HETIPaBUJIbHOM TUAaTHOCTUKHI
OKa3bIBalOT HauOOJIbIIee HEOJIaronpUsITHOE MPOTHOCTU -
YECKOE BJIMSIHUE.
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3aknioyeHue

Taxum obpa3om, cBoeBpeMeHHast nuarnoctuka M3J1
SIBJSIETCSI COXPaHSIIONIEcsl MPoOIeMOil COBpeMEHHOM
MYJbMOHOJIOTUM, KOTOPasi COMPOBOXKAAETCS CYLIECT-
BEHHOI OTCPOYKON YCTAHOBJIEHUST MPABUJIBHOTO JIMar-
HO3a 1 OIIMOKaMU, B pe3yIbTaTe KOTOPBIX Ha3HAYACTCS
HeaddekTuBHOE JeueHne. JnarHocTuyeckmue ommnoKn
OCTAIOTCH I KJIVMHULUCTA PEATTbHOU KINHUYECKOW
MnpooyieMot, yXyalialueil TeueHue u mMporyo3 3ado-
JIeBaHUS.

Jlnst ipeonoieHust 6apbepoB, BOZHUKAIOLIUX HA TTyTU
nuarHoctuku M3J1, B mepByto ouepenb HEOOXOAUMbI MH-
(bopMHPOBAaHHOCTH M HACTOPOKEHHOCTD Bpavyeii-TepareB-
TOB, MaKCUMaJIbHO 3(pdekTrBHOE 0OCIenoBaHue Nal-
eHTa ¢ momo3peHuemM Ha M3J1 u ObIcTpoe HallpaBieHUe
TaKoro MmauueHTa K KOMIETEeHTHOMY CIEeLIMaTUCTy IS
ycraHoBieHUs nuarHo3a M 3J1 v mocienyolieit ero Bepu-
¢ukaumu B pamkax MJ1J1. O6ecnieuenne 3(HeKTUBHOM
podeccnoHaTbHOM KOMMYHUKAILIMU MEXIY BpadyoOM-Te-
paneBTOM U 3KCIEPTHBIMU LIeHTpaMu ararHoctuku U3J1
SIBJISICTCS KJTFOUEBBIMU MOMEHTAaMU CBOEBPEMEHHOI TVar-
HOCTHMKU M paHHEe! Tepalny 3TUX 3a00JI¢BaHUIA.

Nwtepatypa / References

1. Wijsenbeek M., Suzuki A., Maher T.M. Interstitial lung diseas-
es. Lancet. 2022; 400 (10354): 769—786. DOI: 10.1016/S0140-
6736(22)01052-2.

2. Arcana R.1., Crisan-Dabija R.A., Caba B. et al. Speaking of the
“Devil”: diagnostic errors in interstitial lung diseases. J. Pers. Med.
2023; 13 (11): 1589. DOI: 10.3390/jpm13111589.

3. Raghu G., Remy-Jardin M., Richeldi L. et al. Idiopathic pulmonary
fibrosis (an update) and progressive pulmonary fibrosis in adults:
an official ATS/ERS/JRS/ALAT clinical practice guideline. Am.
J. Respir. Crit. Care Med. 2022; 205 (9): e18—47. DOI: 10.1164/rc-
cm.202202-0399ST.

4. LeviY., Israeli-Shani L., Kuchuk M. et al. Rheumatological assess-
ment is important for interstitial lung disease diagnosis. J. Rheumatol.
2018; 45 (11): 1509—1514. DOI: 10.3899/jrheum.171314.

5. Antoniou K.M., Margaritopoulos G.A., Tomassetti S. et al. Inter-
stitial lung disease. Eur. Respir. Rev. 2014; 23 (131): 40—54. DOI:
10.1183/09059180.00009113.

6. Cosgrove G.P., Bianchi P., Danese S., Lederer D.J. Barriers to timely
diagnosis of interstitial lung disease in the real world: the INTENSI-
TY survey. BMC Pulm. Med. 2018; 18 (1): 9. DOI: 10.1186/s12890-
017-0560-x.

7. Rivera-Ortega P., Molina-Molina M. Interstitial lung diseases in de-
veloping countries. Ann. Glob. Health. 2019; 85 (1): 4. DOI: 10.5334/
aogh.2414.

8. Lederer D.J., Bianchi P., Loboda J. et al. ABO17. Interstitial lung
disease patient diagnostic journey (intensity). J. Thorac. Dis. 2016;
8 (Suppl. 5): AB017. DOI: 10.21037/jtd.2016.s017.

9. bonorosa E.B., llynsxenko JI.B., [Topxanos B.A. Omu6ku
B IMarHOCTUKE WHTEPCTUIIMATBHBIX 3a00JIeBaHMI1 JIETKUX Ha JI0-
rocnutaibHoM atarne. [lyasmononoeus. 2015; 25 (1): 41—44. DOI:
10.18093/0869-0189-2015-25-1-41-44. / Bolotova E.V., Shul’zhenko
L.V., Porkhanov V.A. [Pre-hospital misdiagnosis of interstitial lung
disease|. Pulmonologiya. 2015; 25 (1): 41—44. DOI: 10.18093/0869-
0189-2015-25-1-41-44 (in Russian).

10. Akhter N., Rizvi N.A. Interstitial lung diseases misdiagnosed as tu-
berculosis. Pak. J. Med. Sci. 2018; 34 (2): 338—341. DOI: 10.12669/
pjms.342.14407.

11. Pritchard D., Adegunsoye A., Lafond E. et al. Diagnostic test inter-
pretation and referral delay in patients with interstitial lung disease.
Respir. Res. 2019; 20 (1): 253. DOI: 10.1186/s12931-019-1228-2.

12. Wijsenbeek M., Bendstrup E., Valenzuela C. et al. Design of a study
assessing disease behavior during the peri-diagnostic period in pa-

tients with interstitial lung disease: The STARLINER study. Adv.
Ther. 2019; 36 (1): 232—243. DOI: 10.1007/s12325-018-0845-3.

13. Glenn L.M., Troy L.K., Corte T.J. Novel diagnostic techniques in
interstitial lung disease. Front. Med (Lausanne). 2023; 10: 1174443.
DOI: 10.3389/fmed.2023.1174443.

14. Gulati M. Diagnostic assessment of patients with interstitial lung
disease. Prim. Care Respir. J. 2011; 20 (2): 120—127. DOI: 10.4104/
pcrj.2010.00079.

15. Sharp M., Mustafa A.M., Farah N., Bonham C.A. Interstitial lung
disease and sarcoidosis. Clin. Chest Med. 2023; 44 (3): 575—584. DOI:
10.1016/j.ccm.2023.06.003.

16. George P.M., Spagnolo P., Kreuter M. et al. Progressive fibrosing
interstitial lung disease: clinical uncertainties, consensus recom-
mendations, and research priorities. Lancet Respir. Med. 2020; 8 (9):
925-934. DOI: 10.1016/S2213-2600(20)30355-6.

17. Zeng Q., Jiang D. Global trends of interstitial lung diseases from 1990
to 2019: an age-period-cohort study based on the Global Burden of
Disease study 2019, and projections until 2030. Front. Med. (Laus-
anne). 2023; 10: 1141372. DOI: 10.3389/fmed.2023.1141372.

18. Cottin V., Hirani N.A., Hotchkin D.L. et al. Presentation, diagnosis
and clinical course of the spectrum of progressive-fibrosing inter-
stitial lung diseases. Eur. Respir. Rev. 2018; 27 (150): 180076. DOI:
10.1183/16000617.0076-2018.

19. Lamas D.J., Kawut S.M., Bagiella E. et al. Delayed access and
survival in idiopathic pulmonary fibrosis: a cohort study. Am.
J. Respir. Crit. Care Med. 2011; 184 (7): 842—847. DOI: 10.1164/
rcem.201104-06680C.

20. Distler O., Highland K.B., Gahlemann M. et al. Nintedanib for
systemic sclerosis-associated interstitial lung disease. N. Engl. J. Med.
2019; 380 (26): 2518—2528. DOI: 10.1056/NEJMo0a1903076.

21. Flaherty K.R., Wells A.U., Cottin V. et al. Nintedanib in progressive
fibrosing interstitial lung diseases. N. Engl. J. Med. 2019; 381 (18):
1718—1727. DOI: 10.1056/NEJMo0a1908681.

22. Waxman A., Restrepo-Jaramillo R., Thenappan T. et al. Inhaled
Treprostinil in pulmonary hypertension due to interstitial lung dis-
ease. N. Engl. J. Med. 2021; 384 (4): 325—334. DOI: 10.1056/NEJ-
Mo0a2008470.

23. Hoyer N., Prior T.S., Bendstrup E. et al. Risk factors for diagnostic
delay in idiopathic pulmonary fibrosis. Respir. Res. 2019; 20 (1): 103.
DOI: 10.1186/s12931-019-1076-0.

24. Van der Sar I1.G., Jones S., Clarke D.L. et al. Patient reported ex-
periences and delays during the diagnostic pathway for pulmonary
fibrosis: a multinational European survey. Front. Med. (Lausanne).
2021; 8: 711194. DOI: 10.3389/fmed.2021.711194.

25. Spagnolo P., Ryerson C.J., Putman R. et al. Early diagnosis of fibrotic
interstitial lung disease: challenges and opportunities. Lancet Respir.
Med. 2021; 9 (9): 1065—1076. DOI: 10.1016/S2213-2600(21)00017-5.

26. Schoenheit G., Becattelli I., Cohen A.H. Living with idiopath-
ic pulmonary fibrosis: An in-depth qualitative survey of Euro-
pean patients. Chron. Respir. Dis. 2011; 8 (4): 225—231. DOI:
10.1177/1479972311416382.

27. Kalluri M., Claveria F., Ainsley E. et al. Beyond idiopathic pulmonary
fibrosis diagnosis: multidisciplinary care with an early integrated pal-
liative approach is associated with a decrease in acute care utilization
and hospital deaths. J. Pain. Symptom Manage. 2018; 55 (2): 420—426.
DOI: 10.1016/j.jpainsymman.2017.10.016.

28. Furini F., Carnevale A., Casoni G.L. et al. The role of the multidis-
ciplinary evaluation of interstitial lung diseases: systematic literature
review of the current evidence and future perspectives. Front. Med.
2019; 6: 246. DOI: 10.3389/fmed.2019.00246.

29. De Sadeleer L.J., Meert C., Yserbyt J. et al. Diagnostic ability of
a dynamic multidisciplinary discussion in interstitial lung diseases:
a retrospective observational study of 938 cases. Chest. 2018; 153 (6):
1416—1423. DOLI: 10.1016/j.chest.2018.03.026.

30. Jo H.E., Glaspole I.N., Levin K.C. et al. Clinical impact of the
interstitial lung disease multidisciplinary service. Respirology. 2016;
21 (8):1438—1444. DOI: 10.1111 /resp.12850.

31. Sellarés J., Herndndez-Gonzélez F., Lucena C.M. et al. Auscul-
tation of velcro crackles is associated with usual interstitial pneu-
monia. Medicine (Baltimore). 2016; 95 (5): ¢2573. DOI: 10.1097/
MD.0000000000002573.

MocTtynuna: 23.01.24

MpuHATa Kk nevyaTn: 24.04.24

Received: January 23, 2024

Accepted for publication: April 24, 2024

504

MynbmoHonorus « Pu’monologiya. 2024; 34 (4): 498-505. DOI: 10.18093/0869-0189-2024-34-4-498-505


https://doi.org/10.1016/s0140-6736(22)01052-2
https://doi.org/10.1016/s0140-6736(22)01052-2
https://doi.org/10.3390/jpm13111589
https://doi.org/10.1164/rccm.202202-0399st
https://doi.org/10.1164/rccm.202202-0399st
https://doi.org/10.3899/jrheum.171314
https://doi.org/10.1183/09059180.00009113
https://doi.org/10.1186/s12890-017-0560-x
https://doi.org/10.1186/s12890-017-0560-x
https://doi.org/10.5334/aogh.2414
https://doi.org/10.5334/aogh.2414
https://doi.org/10.21037/jtd.2016.s017
https://doi.org/10.18093/0869-0189-2015-25-1-41-44
https://doi.org/10.18093/0869-0189-2015-25-1-41-44
https://doi.org/10.18093/0869-0189-2015-25-1-41-44
https://doi.org/10.12669/pjms.342.14407
https://doi.org/10.12669/pjms.342.14407
https://doi.org/10.1186/s12931-019-1228-2
https://doi.org/10.1007/s12325-018-0845-3
https://doi.org/10.3389/fmed.2023.1174443
https://doi.org/10.4104/pcrj.2010.00079
https://doi.org/10.4104/pcrj.2010.00079
https://doi.org/10.1016/j.ccm.2023.06.003
https://doi.org/10.1016/s2213-2600(20)30355-6
https://doi.org/10.3389/fmed.2023.1141372
https://doi.org/10.1183/16000617.0076-2018
https://doi.org/10.1164/rccm.201104-0668oc
https://doi.org/10.1164/rccm.201104-0668oc
https://doi.org/10.1056/nejmoa1903076
https://doi.org/10.1056/nejmoa1908681
https://doi.org/10.1056/nejmoa2008470
https://doi.org/10.1056/nejmoa2008470
https://doi.org/10.1186/s12931-019-1076-0
https://doi.org/10.3389/fmed.2021.711194
https://doi.org/10.1016/s2213-2600(21)00017-5
https://doi.org/10.1177/1479972311416382
https://doi.org/10.1016/j.jpainsymman.2017.10.016
https://doi.org/10.3389/fmed.2019.00246
https://doi.org/10.1016/j.chest.2018.03.026
https://doi.org/10.1111/resp.12850
https://doi.org/10.1097/md.0000000000002573
https://doi.org/10.1097/md.0000000000002573

OpuruHanbHble uccnepoBatus « Original studies

UHcopmauusa o6 aBTopax / Authors Information

Tpodumenko Mpuna HukonaeBHa — 1. M. H., JOLEHT, 3aBeayloliast Kapeapoit
KJIMHUYECKO#l alIeproioruy u myibMOHOJI0rK MPKyTCKO#i rocynapcTBeH-
HO¥ METMIIMHCKO aKaJeMUU MOCIEAUTIIOMHOTO 00pa3oBaHus — dhurana
DeJ1epabHOTO IOCYIAPCTBEHHOTO GIOMKETHOTO 06pa3oBaTEIBHOTO YUpeX-
JIEHUs IOMOJHUTEIbHOTO npodeccoHaIbHOro 06pasoBaHus «Poccuiickas
MEIUIIMHCKAS aKAIEMHUsT HEMIPEPBIBHOTO MPO(deCcCHOHATEHOTO 00pa30BaHUs»
MuHucTepcTBa 3apaBooxpaneHust Poccuiickoit @eneparuu; Tei.: (3952)
46-53-26; e-mail: tinl I@mail.ru (ORCID: Attps.//orcid.org/0000-0003-2742-
3794)

Irina N. Trofimenko, Doctor of Medicine, Assistant Professor, Head of Depart-
ment of Clinical Allergology and Pulmonology, Irkutsk State Medical Academy
of Postgraduate Education — Branch Campus of the Federal State Budgetary
Educational Institution of Further Professional Education “Russian Medical
Academy of Continuing Professional Education”, Healthcare Ministry of the
Russian Federation; tel.: (3952) 46-53-26; e-mail: tinl1@mail.ru (ORCID:
https.//orcid.org/0000-0003-2742-3794)

Hamartsipesa Mapus CepreeBHa — K. M. H., Bpau-Iy;1bMoHosior O61acTHOTO
roCyIapCTBEHHOTO OI0KETHOTO yupeXaeHus 3apaBooxpaneHus «MpkyTckas
ropojckasi KiuHuyeckasi 6onbHuLa N 1»; tei.: (3952) 22-85-77; e-mail:
volga-89@list.ru (ORCID: https.//orcid.org/0000-0003-4340-4278)

YyacTtue aBTOpOB

Tpodumenko U.H. — c6op maTepuana, pa3paboTka Au3aitHa UCCAST0BAHMSI,
HaInucaHue U 10paboTKa TeKCTa CTaTbu

Hamarsipesa M.C. — c6op MaTepraa, CoO3aaHKE U BeleHUE perucTpa 60b-
Hbix M3J1, mHTepnpeTaliysi U cTaTucTU4deckasi 06paboTKa MoTy4eHHbBIX JaH-
HBIX, HAIIMCAHUE TEKCTA CTAThH

Yepusik B.A. — pazpaboTka KOHUENUMUM UCCIIEA0BaHMS, pelaKTUPOBaHUE
TEeKCTa, yTBepKIEHUE UTOTOBOTO BApMaHTa TeKCTa PYKOITUCH

Bce aBTOpBI BHECIIM CYIIECTBEHHBII BKJIAI B TPOBEACHUE TTOMCKOBO-aHAIN-
TUYECKOI PabOThl U MOATOTOBKY CTATbH, MPOYIA U OLOOPUIN (PUHATBHYIO
BEPCUIO 10 MyOIMKALIMU.

Maria S. Nashatyreva, Candidate of Medicine, Pulmonologist, Regional State
Budgetary Healthcare Institution “Irkutsk City Clinical Hospital No.1”; tel.:
(3952) 22-85-77; e-mail: volga-89@list.ru (ORCID: https://orcid.org/0000-
0003-4340-4278)

Yepusik Bopuc AnatoibeBny — 1.M.H., npodeccop Kadeapbl KIMHUYECKOI
AJIJIEPTrOJIOTHH M TTyJIbMOHOJOrMK MPKYTCKOI rocyiapcTBEHHON Menu-
LIMHCKOI aKaJieMUu MOCIeIUILIOMHOr0 obpasoBanus — dunnana Dene-
PaJIbHOTO TOCYIAPCTBEHHOTO GIOIKETHOTO 00Pa30BATEIBHOTO YUPEKICHUST
JIOTIOTHUTENIBHOTO TIpohecCOHaNIbHOTO 00pa3oBaHus «Poccuiickas Mean-
LIMHCKasT aKaJeMUsl HeTMPEPbIBHOTO MpoheccroHaaIbHOro 06pa3oBaHmsi»
MunucrepcTBa 3npaBooxpaneHust Poccuiickoit @eneparuu; Ten.: (3952)
46-53-26; e-mail: ba.chernyak@gmail.com (ORCID: https.//orcid.org/0000-
0002-5902-6198)

Boris A. Chernyak, Doctor of Medicine, Professor, Department of Clinical
Allergology and Pulmonology, Irkutsk State Medical Academy of Postgradu-
ate Education — Branch Campus of the Federal State Budgetary Educational
Institution of Further Professional Education “Russian Medical Academy
of Continuing Professional Education”, Healthcare Ministry of the Russian
Federation; tel.: (3952) 46-53-26; e-mail: ba.chernyak@gmail.com (ORCID:
https.//orcid.org/0000-0002-5902-6198)

Authors Contribution

Trofimenko I.N. — data collection, development of the research design, com-
position and revision the article

Nashatyreva M.S. — data collection, creation and maintenance of the ILD
register, interpretation and statistical analysis of the results, writing the text
of the article

Chernyak B.A. — development of the study design, editing the text, approval
of the final version of the text of the manuscript

All authors made a significant contribution to the search, analysis, and prepa-
ration of the article, read and approved the final version before publication.

The article is licensed by CC BY-NC 4.0 International Licensee https:/icreativecommons.org/licenses/by-nc/4.0/

505


mailto:tin11@mail.ru
https://orcid.org/0000-0003-2742-3794
https://orcid.org/0000-0003-2742-3794
mailto:tin11@mail.ru
https://orcid.org/0000-0003-2742-3794

