HoBble CaHKT-leTepbyprckue BpayebHble BegomocTu. 2025. T. 104, Ne 3 | New St. Petersburg Medical Records. 2025. Vol. 104, Ne 3

4

ITPYITAAIIEHUE K ANCKYCCUN

INVITATION TO THE DISCUSSION

AVCKyCCHMOHHAs CTaThs
YAK 616.24-002.17.001.8
https://doi.org/10.24884/1609-2201-2025-104-3-51-58

NPOIrPECCUPYIOLLAA

M. M. UWIbKOBKH, /1. H. HOBUKOBA

PUBEPO3NPYIOLWLAA BOJIE3Hb JIETKNX:

OT CTAPbIX 3AB/TYXAEHWUA K HOBOMY

NMOHNUMAHMIO

MepB.bii CaHKT-MeTepbyprckuii rocyfapCTBEHHbIN
MEeAULMHCKWUI YHUBEPCUTET MMEHU aKagemmKa
M. M. Naenosa, CaHKT-MeTepbypr, Poccusn

Mocmynuna e pedakyuto 28.08.2025; 00obpeHa nocne peyeHsuposaHua 11.09.2025; npuHama K nybaukayuu 25.09.2025

Pe3iome

B craTne mpeacTaBaeH aHaau3 ¢eaepaabHBIX KAMHIYECKUX PeKOMeHAAITNII IO AMaTHOCTUKE U A€9€HIIO MAVONIAaTIIeCKOTO AeTOYHOTO
Pubposa, 06Cy>KAa10TCsI aKTyaAbHbIE ITPOOA€MBI AMAarHOCTUKM I A€4eHNs Iporpeccupyoleit pudposnpyomert 601e3H1 AerKux. ABTOPBI
IIpeAAaraioT U3MEHUTH CYIIeCTBYIOIIYIO BpaueOHYIO TaKTUKY, 9TO Oy4eT CIIoCOOCTBOBATh PaHHel JUAarHOCTIKe U aJeKBaTHOMY Ae4eHNIO,
a 3HaYUT, YAYUIIeHNIO IIPOTHO3a A4S KU3HY DTON KaTeropuu OOABLHEIX.

Kaiouesbie caosa: npozpeccupyrouias ¢udposupyiouas 6oAestv Aezkux, uduonamuueckuii Aezounviil puodpos, duazrocmuueckue ouudKu, Aeuenue,

uHmugﬁuﬁpomuweCKue npenapaniol

Aas mutuposanmst: Vaskosia M. M., Hosuxosa /1. H. ITporpeccupyiorias ¢pudposupyiomas 60.1€3Hb AeTKUX: OT CTapbIX 3a01y>KAeHUI
K HOBOMY noHyManuio. Hosvie Canxm-Ilemepoypeckue spavebtote sedomocmu. 2025;104(3):51-58. https://doi.org/10.24884/1609-2201-2025-104-

3-51-58.

* ABTOp aast nepermcki: 110608s Hukoaaesna Hosukosa, ITepsoiit Cankr-IletepOyprekuit rocyAapCTBeHHbBIN MeAUIIUHCKITT YHUBEPCUTET UM. aKad.
V1. TI. TTaBaosa, 197022, Poccus, Cankr-TletepOypr, ya. Absa Toacroro, 4. 6-8. E-mail: novikoval06@mail.ru, https://orcid.org/0000-0001-9064-1554.

Discussion article

PROGRESSIVE FIBROSING
PULMONARY DISEASE: FROM
OLD MISCONCEPTIONS TO A NEW
UNDERSTANDING

MIKHAIL M. ILKOVICH, LUBOV N. NOVIKOVA

Pavlov University, Saint Petersburg, Russia

The article was submitted 28.08.2025; approved after reviewing 11.09.2025; accepted for publication 25.09.2025

Summary

The article presents an analysis of federal clinical guidelines for the diagnosis and treatment of idiopathic pulmonary fibrosis, discusses
current problems of diagnosis and treatment of progressive fibrosing pulmonary disease. The authors propose changing the existing medical
tactics, this will facilitate early diagnosis and adequate treatment, and therefore improve the prognosis for the life of this category of patients.
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B 2021 r. Munmcrepcrsom 3apasooxpanerst PO GpLan
YTBepP>KAeHbI (pejepasbHble KAMHITIeCK/e peKOMeH Al
(KP) «amormatidaeckiit 2erouHbii pubpos», paspadoTaH-
HBIe YJ9eHBIMI-DKCIIepTamMu POCCHiiCKOro pecripaTopHO-
ro obmectsa [1]. CripaBeaanBocTyt pagyt HEOOXOAVIMO OT-
METHTE, YTO aBTOPAaMI HTOTO BaXKHOTO AASI IPAKTITIECKIIX
Bpauyeii MaTepraja ObLAY BeAyIIyie MOCKOBCKIIE YIeHbIe-
ryapMonoaory, a camu KP 6p1am cocraBaeHs! ¢ yaeTom
Hay4HBIX AOCTVI>KEHIIA B 9TON 001aCT 3a TOCASAHIE TOABL.
B xoncrararium sToro pakra cMyIaeT ornpegeaeHue «e-
AepaabHble». Ecan yuects TO, uto 13 111 anreparypHbIx
JICTOYHMKOB, Ha KOTOphbIe cchlaarorcst asroper KP, 106
MHOCTPaHHBIE, ¥ TOABKO 5 — OTe4eCTBeHHbIE (IIpIYeM 9TO
AuTepaTypHBIe 0030PbI 3apyOesKHBIX IyOAMKALINIL), TO O
Kakoi1 «(pedepaabHOcTI» 511X KP MOXKHO roBOpUTEH?

DT1oT QaKT BH3EIBaeT He4O0yMeHIe 110 MeHb-
el Mepe o AByM npudmuHam. [lepsast: B Hamein
cTpaHe ony0AnKoBaHHE He MeHee 10 MmoHOTrpadmiz,
AE€CSATKM Hay4HBIX CTaTel, MHOCBAIIEHHBIX DTON
mpo04eMe M OCHOBAHHBIX Ha aHaAM3e COOCTBEH-
HOTO KAMHMYECKOTO MaTepuada (13 DTOTO CIIMCKa
MCKAKOUYEHBl MHOTOYIICAE€HHbBIE CTAaThl, ITIOCBSIIIEH-
HBIe OIMCAaHUIO OTAEABHBIX KAMHIYECKNX CAydaeB
B T. H. «peaAbHON KAMHUYECKON IPaKTUKE», DTO
Has3BaHMe IIO YacCTOTe ynoTpebaeHMs ceidac A0-
CTUTAO ariores), a TakKXXe IlepeBOAbl 0030pOB 3a-
pyOexHpIX myOamkanmit. V1 BTOpas mpuumHa: B
006001I1aI0 M NX 3aKAIOYEHAX, ITOCBMIeHHEIX ITPO-
rpeccupyomuM MHTEePCTULINAABHEIM GUOPO3UpPy-
IOIIMM IIpoIeccaM B AeTKNX, BKAIOYas pPe30A0INN
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rocaeaHux xourpeccos ERS n ATS, napsaay ¢ o0b-
€KTVMBHBIMI, HAyYHO IIOATBEP>KAEHHBIMU PaKTaMI,
BCTPEYaloTCsl aA0TU3MEI, a TakKXKe 3aKAIOYeHMs, He
BBIAEeP>KUBAIOIe KPUTUKU Aa’kKe C TOYKM 3PeHIs
IIPOCTOTO 34paBoro cMbicaa. Kpurudeckas oreHka
YIOMSHYTBIX ITyDAMKAII Uil B OTe4eCTBEHHO Hayd-
HO-MEeAVIMHCKOI AUTeparype MpeACTaBA€Ha, OA-
HaKo OTpa’keHNs B 00Ccy>XgaeMbIX pegepaabHbix KP
970 He Hama0. Co3jaeTcs BiedaTAeHne, YTO TOABKO
MBICAB, IIepeBejeHHas C aHIAMIICKOTO sI3bIKa, 40C-
TOIHa BHUMAaHNS U OOCY>KAEHI.

Wrak, nepeiigeM HEIIOCPEACTBEHHO K TEKCTY
KP. Camo Ha3Banmue 004A€3HMN «MAMOIIATUYECKUIL A€-
royHbi GudOpPO3» He BHIAepP>KMBaeT HUKAKOW Kpu-
TUKH, TaK KaK He COOTBETCTBYeT HU OYKBe, HU AyXY
pycckoro sA3bika. IlonaTne «pudpos» odbosHavaeT
TOABKO TO, YTO 0O03Ha4daeT — GpuOpo3. DTo He OO-

ae3np. B KP B camoM Hauaae aaHO oIlpegeaeHne
T. H. UAMOIIaTIYECKOTO AeTouHoro pubdposa: «manona-
TIYeCKUI AeTOuHbI PpubOpo3 —ocobast popma Xpo-
HIYECKOU IIPOTPeCCUPYIONIeN MHTePCTUIMAAbHOM
ITHEBMOHNM Heu3BeCcTHOU »Tumoaorum» [1]. Vrak,
AOTOBOPUANCH A0 TOTO, 4TO PuUOPO3 — DTO ITHEB-
MOHMS, Aa eIle U XpoHMYecKasd. Ecau MBI untaem
Takoin «repa» B KP, To cTOUT aM yAUBAATBCS, 4TO
Bpady B MOAMKAMHNKE «1e4NT» TaKOTO IaIjiieHTa aH-
TrOaKTepuaAbHBIMU IIpeTlapaTaMy, Ha3HadaeT Pu-
3uoTepariesTudeckue nponeaypsl, bA/b B Teuenue
B cpegHeM 2-2,5 2eT (HpO>XUTh AOAbIIE IPU TaKOM
JedeHN! IaIlMeHTy OOBIYHO He yaaetcs) (Tada. 1).
34ech 1 Jadee IpeACTaBAeHBl pe3yAbTaThl aHAAMU-
3a, IPOBeAEHHOIO COTPYAHNUKaMI KAMHUKU NHTeP-
cTunmaabHbIX 3a00aeBannuit aerkux IICIIOIMY nwm.
akag. V. Il. ITaBaosa.

Tabanmma 1
CocTostHMe AMarHOCTUKU MAMONAaTUIeCKOTO AerouHoro ¢puoposa
Table 1
Status of diagnosis of idiopathic pulmonary fibrosis
2023 1.
ITokaszaTteap
ADCOAIOTHOE 3HaYeHMe 3nauvenue B %
Uncao nariueHToB 146 25,4 ot Bcex 1131
Cpeanuii Bozpact (roabl) 62,8
My>KumHbI 59 40,4
JKenrtmHer 87 59,6
Kypenue 54 36,9
Cpok ycraHOBAeHUs AMarHo3a (Mec) 23,3
I'mcroaormdeckas sepuuKanys 35 24
uarnoctiaeckue ommoK 74 50,6
OmnbOYHBIN AVATHO3 ITHEBMOHI 25 17,1
/legenuie aHTUOMOTUKAM I 43 29,5
/legenne TyDepKyA0CTaTUKaMI 2 14

I'IpeacraBaeHHbIe AaHHDIE KacalOTCS TOABKO OAHOTO 3a-
0ozeBaHILs1, BXoAAIero B rpytty 113/1. Ha mpotspkenym
MHOTUX A€T CPOK YCTaHOBAEHUsI AMarHo3a OCTaeTcs CTa-

OV/BHO AAUTEABHBIM, COCTaBAsII OKOAO ABYX A€eT (puc. 1).
Oanaxo cutyanys mpu Apyrux 11371 Hepeako ertie 6oaee
KpUTIYECKasL.
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TTPUTAATHEHVE K AVNICKYCCHN Progressive fibrosing pulmonary disease:

INVATION TO THE DISCUSSION from old misconceptions to a new understandin
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Puc. 1. Cpox ycmarosaenus ouazrosa MAD (6 mecsuax)
Fig. 1. Time period for establishing the diagnosis of IPF (in months)

TeMm manmeHTaM, KOTOPBIM yJaeTcs AOXUTb C AMIIHKM Troda OT Hadada 3aboaeBaHm:A? DTo
AO TIOCTaHOBKM IIPaBMABHOTO AMArHO3a, y’Ke KaKUM >Ke Halo OBITh OITUMMCTOM, pacCUIMUTEIBA-
IIpaKTUIeCKY He HYy>KHBI M aHTU(PUOpOTUIeCKUe IOMUM Ha IIOA0XUTEeAbHBIN 9P PeKT anHTnudPudpo-
npenapatsl (A®II). Heyxeau MBI paccUMTEIBaeM THUUYECKOI Tepaluy Ha cTaaum GOpPMUPOBAHU
IIOMOYb HanMeHTy, HasHauns emy A®ITuepes gBa «coToBOTO» Aerkoro? (puc. 2a,b,c).

Puc. 2a. Maxponpenapam Aezkozo 6oavtozo MAD («comosoe Aezkcoe»)
Fig. 2a. Macroscopic preparation of the lung of a patient with IPF (“honeycomb lung”)

Puc. 2b u 2c. KT OI'K nayuenma c VIAD (cpes na yposte dudyprayuu mpaxen u HUXHUX 00Aeil Aezkux)
Fig. 2b and 2c. CT scan of the chest of a patient with IPF (section at the level of the bifurcation of the trachea and lower lobes of the lungs)
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Puc. 3. Hucao duazrocmuveckux ounbox 6 % npu pasaudnvix V1371
Fig. 3. Number of diagnostic errors in % for different ILDs

Kaxoit cMpIca MCKaTh € yceparieM, AOCTOMHBIM Ay4-
IIero IIPUMeHeHIs, B 3apyDesKHOII AuTepaType HOBLIe
IIperiapaTsl, TOPMO3SIINe Iporpeccuposanue Gpuopo-
3a, €CAM MBI CTaBUM AMArHO3 yepes 2 Toga OT Havada
3aboaepanusi? Haandue y marjuenTa Ha KOMIIbIOTep-
HOII ToMOorpaMme opraHos rpyanoii kaetku (KT OI'K)
pacIpocTpaHeHHOro ITHeBMOPUOpO3a, «COTOBOTO»
AETKOTO, TPAKIMOHHBIX OPOHXODKTA30B M CHIUKEHIS
AndPysnonHoI crrocodHoCTI AeTKnx Hipke 3040 % ot
AO/XKHBIX TIOKa3aTeAeli TOBOPUT O TOM, UTO «I10e3/ yXKe
yiea». Hasznagenne takomy nanuenty AQII nepeako
TOABKO yXyAIIIaeT eT0 COCTOSIHIE BCAeACTBYE Pa3BUTIA
1TO60YHEIX DPPEKTOB OT IIPOBOANMOI TePaIINIL.

MoskeT Ay aneHT OpoXKuTh 4oabie? MoskeT, pu
CO0AI0AEHMYI OAHOTO 13 ABYX YCAOBMIL: 1) He oOparaTses
K Bpady, KOTOPbIiT aBTOMATIYeCKI HAYHeT eT0 AeUUTD aH-
THOaKTepraAbHLIMU ITpeTlapaTaMi OT ITpeArioAaraeMort
ABYCTOPOHHEI ITHeBMOHIY AU APYTHX T.H. UAUOTIaTIIe-
CKVIX IHTEPCTULIVAAbHBIX ITHEBMOHIV, HEPEAKO BIPYCHOIN
9TUOAOTHH, TP KOTOPBIX OIMOOYHO UCIIOAB3YIOTCS BCe
Te >Xe aHTuOaKTepuaAbHbIe ITperiapaTsl; 2) 00paTUTLCs K
Bpady, KOTOPbIVI CBOEBPEMEHHO TTOCTABUT ITPABVABHBIN AV
arHo3 1 HA3HAYNT ageKpaTHOe Aeuenre. [Tocaeaami Bapu-
aHT ITOKa SABASeTCs ICKAIOUeHeM, a He ITPABIAOM. A 445
TOTO, YTOOBI DTO CTAA0 IPABIIOM, HEOOXOAVIMO KOPEeHHBIM
00pa3oM IiepecTponTh OOyJeHre Bpaueli-ITy AbMOHOAOTOB
CaKIIeHTOM Ha PaHHIOIO AVArHOCTHKY, IIPEKPATUTh YTeHIe
Aexrii o M3/, «HaydHBIX» A0KAa40B, OCHOBaHHBIX Ha
AVIaTHOCTVIKE AUIITH OTAEABHBIX CAyJaeB GprOpO3MPYIOIIIX
IIPOLIECCOB B T. H. «PeaAbHON KAVHIYECKOV IIPAKTUKE», a
BMECTO BTOTO AaTh BpayaM COBpeMeHHOe IpeACTaBAeHIe
00 9TOI MaTOAOTUN, AATOPUTM YCTAaHOBAEHIS AMarHO3a
U palMiOHAABHON BpaueOHO TaKTHKIA

B cBsa3m € 9TMIM KazKeTcs1 BrioAHe 0OOCHOBAaHHBIM BO-
rrpoc cocrasuteasM KP: MoxxeT ObITh, He CTOUT 40CA0BHO
HIepeBOAUTD C AHTAMIICKOTO SI3BIKA T. H. HAIN (pegepaib-
upie KP, a mocMoTpets Ha 9Ty 1pobaeMy OObeKTUBHO,

onMpasICh Ha HAKOILA€HHBII COOCTBEHHBIN KAVHITIeCKII
MaTepnaa? MoskeT ObITh, IIpU TaKOM IIOAX0J4€e IIPOCTOI
3ApaBbIll CMBICA IIOACKa KeT, YTO Ha3bIBaTh DTO 3a00.1€Ba-
HIIe CAeayeT He «MAMOIIaTUYeCKII AeTOYHbI (prOpos»,
9TO 00e30py>KIBaeT Bpada He TOABKO B IL1aHe paHHel
AVIaTHOCTVIKM, HO U aA€KBaTHOTO Ae4eHILs, a MAVIOIIaTI-
geckast pruOposupymomas 60ae3ns aerkux (MIObA) [2].
/lornKa IoACKa3hIBaeT, YToO OIlpejeleHreM STOTO IaTo-
aorygeckoro poriecca —VI®b/1 - morao Ob1 OBITE Cae4y-
omee: VI®B/1 - 10, Kak MpaBnao, Iporpeccupyronimii
pubOpo3MpyIOmNMII IIPOIIecC B A€TKIUX, pa3BUBaIOIUIC
HEpeAKO BCAEACTBUE OCTPON MHTEPCTULIAABHON ITHEB-
MOHUW BUPYCHOV, aAA€PTUIECKON VAU TOKCUIECKON
stnoaorun. IIpu Takom moaxoae ga’ke caMblil «aKTVB-
HBIIT» TepariesT (ITyAbMOHO/OT) He Hali4eT OCHOBAHMIA
AZsI Ha3HaueHM:s IallMeHTy MPOTHBOIIOKa3aHHON eMy
aHTMOaKTepraabHOI Tepanmy. Kak MOXXHO HasHaJaTh
IaleHTy aHTHOaKTepaAbHbIe IperapaThl IPY OTCYT-
crBum GakTepuaabHoit nHpexkym? OaHako cpadaThiBa-
€T MHOTOAETHUI CTEPEOTHIL: 4BYCTOPOHHSS ITHEBMOHVL
(MHOTHIE TOABI BTY POAD B HAIIIel CTPaHe BBIITOAH:AAA T. H.
«XPpOHMYECKas ITHEBMOHIIST» ) — aHTUOAKTepUaAbHbIE IIpe-
ITapaTsL.

IlpeacraBaeHHbINT aHAAM3 KacaeTCs TOABKO OAHOTO
3aboaesaHus, BXoAsmiero B rpymmy 113/1 — nanonaru-
geckoil (pubposupyromerr 0oaesnn aerkux. OaHaxo
COCTOsIHIE AMArHOCTUKIU 1 AedeHus Apyrux VI13/1 nepe-
AKO elrle O0Jee KPUTITIECKOe, O YeM MBI CKa>kKeM HIDKe.
Ho ecau spau B 50-70% cay4aeB CTaBUT HETIPABILABHBII
AVaTHO3 I Ha3HaJaeT IIPOTMBOIIOKa3aHHOe AeJeHIIe, TO,
MO>KeT OBITE, 11e1eCO00Pa3HO IIepeITI Ha CTaphle, ITOYTI
3a0BITbIe METOABI A€UEHILT: I0AHAs CeTKa, OaHKI, TOpYIId-
HIIKI, HaKOHell, ypMHOTeparis. DTo AedeHne OyaeT He
TOABKO JeIIleB.le, HO, CaMOe I1aBHOe, He CTOAb BpeAHoe. B
CBOVIX pacCy>KAEHIIX MBI ITBITaeMCsT AOBECTVI CUTYaIIIO
20 abcypaa. Ho ToAbKO 4451 TOTO, YTOOBI ITPOSICHUTD peAb-
e(PHO OCHOBHYIO MBICAB: ABYCTOPOHHYE U3MEHEHIS B A€~
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Progressive fibrosing pulmonary disease:
from old misconceptions to a new understandin

TOYHO TKaHM — 421€KO He BCeT4a ABYCTOPOHHSLS ITHEBMOHVAS
11, TeM Oo/1ee, He TyOepKy.e3, koToporo B CaHKT-1 lerepOypre
B 2,5 pasa meHbI1te, ueM VI3/1.

ke IIpy1 TAKOM CpaBHUTeALHO YacTO BCTPeyaroIieMcst
3abozesarny, Kak CO/, 91ca0 AMarHOCTIIECKIIX OIOOK
cocrasasier 30,7%. AHTHOaKTepraabHbIe ITpertaparhl, BKAIO-
Jast MPOTHBOTYOepKy.Ae3HbIe, 113 Hyx 11oaydaavi 20,4%. O
Oounast avarHocTyka Apyrx V31: DAAn9TA, AAMul/l
AOCTUTaeT 3aripeeAbHBIX 3HadeHii (puc. 3).

Ha puc. 4 nipescraBaeHb CpOKM YCTaHOBAEHIS AVIaTHO-
3a mpu M3/ Tax, mpu COZl cpok ycTaHOBAEHIIST COCTaBIA
60.ee 8 mecsiies. I Ipu apyrix V131 mpotiecc ycTaHOBAEHs
AMarHo3a pacTsIvBaeTcs Ha ToAbl, B YacTHOCTH, 11pu /1AM
IIpeBbIIIaeT TPM roa. B cesasy c oTvM ymecTHo 3a4aTh BOITPOC
OpraHM3aTOpaM 34PaBOOXPaHeHILT: MOKeT OBITh, He CTOUT
pacckasbpiBaTh BpadaM JeCATIAETHAMIM O OpOHXOAMTIIYe-
ckoit Tepary actMbl 1 XOb/1 (HecMOTps1 Ha BCIO BaKHOCTD
STOI IPODAEMBI) Ha MHOTOUMCAEHHBIX KOH(pEepeHILIX,

40

23

20

15

10 8.6
0
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KOHI'Peccax, ITPOBOAVIMBIX C IIOMOIIIBIO (papMarieBTIUeCKIIX
KOMITaHMIA, a TIOAYMaTh 1 O COBEPIIIEHCTBOBAHII 3HAHIIA,
kacarorrxcst 113/1? Takoe urca0 AVIarHOCTUeCKIIX OIIIO0K
AOZKHO 3aCTaBUTh 3a1yMaThCsl O CBOeT! CyAb0e AasKe Bpaya,
TaK KaK OH TOYKe He 3aCTpaxoBaH OT AMarHo3a «ABYCTOPOHHSLA
ITHEBMOHIIST».

Pocr uncaa 6oapHbIx V1371 B 110CA€AHIIE TOABIL, HECOM-
HEHHO, CBSI3aH U C yAy4JIlleHneM AyarHoctki. Ho Ml He
CMO’KeM peasbHO ITOMOYb TTallVieHTaM, ecart OyAeM IIpea-
CTaBASTh ce0e TIaTOAOTMIEeCKUII IIPOIlecC B AETKMX Kak
«abbepaHTHOe 3a>kmBAeHMe paHbpl» [1]. Maao Toro, sTO
BbIpaskeHle MPaKTIIeCKN VICKAIOIaeT HeOOXOAVIMOCTh Ha-
3HAUEeHIsT CUICTEMHBIX TAI0KOKOPTUKOCTEPONAOB, KOTOPEIe
00s13aTeABHO AOAKHBI Ha3HAYATHCST B 403aX, 3aBUCSIIIX OT
CTeTIeHN aKTYBHOCTY IMMYHOBOCITaAMTeABHOTO IIpoliecca B
ETOYHO TKaH! (puc. 5). AgeKBaTHasT AMArHOCTIIKA CTaAVI
3a00/1eBaHIIs] IMeeT pelliarolTiee 3HaueHve A5 OTTpeAeAeHILT
OITUMAABHBIX CXeM JAedeHis [3, 4, 5].

36.7
JIAM I

Puc. 4 Cpox yemarnosrenus duaznosa npu V371 6 nepuod ¢ 20212023 2z., mecsijbl
Fig. 4 Time frame for establishing a diagnosis of ILD in the period from 2021 to 2023, month
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Puc. 5. Bpaueonas maxmuxa npu I1DB/ 6 sasucumocnu om cmaduy 3a00Ae6aHsl.
[Ipumeuanmne: V1D — uduonamuueckuti Aecourorii puopos, 3CT-N3/A — 3a00re6anus coeduHumeAbHOU MKAHU,
accouuuposaritvle ¢ uHmepcmuuarvtomu saboresaruamu reekux, I'Tl — zunepuyscmeumervHotii nHESMOHUM.

Fig. 5. Medical tactics for PFBL depending on the stage of the disease.
Note: 11D —idiopathic pulmonary fibrosis, 3CT-13/1 — connective tissue diseases associated with interstitial lung diseases,
I'TI — hypersensitivity pneumonitis.

HOBBIE CAHKT-TIETEPBYPI'CKIE
BPAYEBHBIE BEAOMOCTI

Ne 3 |104 | 2025 |51-58

NEW ST.PETERSBURG 55
MEDICAL RECORDS



[Tporpeccupyromas Gpudposupyomas 60.1e3Hb AeTKIX:
OT CTaphIX 3a0Ay>XKAEHNIT K HOBOMY ITOHIMAaHIIO

IMPUTAAIINTEHIME K AVICKYCCIHU
INVATION TO THE DISCUSSION

Ha puc. 6 npeacrabaeHsl 5Tanbl passuTus Qpu-
OposupyIoIero mpoiecca B AeTKIX, Ha KOTOpbIe MBI
ykasabipaan 0oaee 30 2eT Ha3ag, Ha OCHOBE M3YIeHIS
MOp(POA0TUYECKOTO MaTepuala U 4aHHBIX AUTepa-
Typbsl [6]. Ecan opueHTHpOBaThCs Ha DTOT PUCYHOK,
KOTOpBHIil ITpeacTaBAseT B 00OOIIIeHHOM BHJe Ila-
TOAOTUMYECKNI IIpollecc B Aerkux npu ¢udposu-
PYIOIINUX Hpolieccax, TO MOKHO 130e’KaTh MHOTUX
omnOOK B Ae4eHII HTOI KaTeropum O00ABHEIX, pe-
IIaTh BOIIPOCH pPaHHeN AMarHOCTUKU IIPOIeccoB,
IPUBOAAIINX K Pa3BUTUIO TAKEA0TO MHBAAUAN3U-
pyoiero ¢pudposa.

B nacrosmee BpemMs caoXKmaach IpakTuKa, KOrI-
Aa Borpoc o OecriaatHoM HazHaueHun AL rakmum
HaljieHTaM MOKeT OBITh pellleH TOABKO Ipu Ppop-
MYAMPOBKE AMarHo3a «MAMOIaTUIeCKNIT A€TOIHBIN
¢pubpos» nan «uporpeccupyimomas Gudposupyio-
mas 004e3Hb JAeTKMX», pa3BUBIIAsICI BCA€ACTBUE
T. H. IIporpeccupyiouiero ¢pudopo3upyomniero capko-
1A03a AeTKMX, XPOHIYECKOTO Te4eH!sI ITUIepayBCT-
BUTeAbHOTO ITHEBMOHMNTA, ITIOpaskeHN sl AeTKUX IIpu
MMMYHO-BOCIIaAMTeABHBIX peBMaTU4YecKuXx 3abo-
AeBaHUIX AeTKUX, IOATBepKAeHHBIX daHHbpIMM KT
(pacpocTtpaneHHBIT TTHeBMO(PUOPO3, «COTOBOE»
AeTKoe, TpaKI[MOHHbIe OPOHXODKTa3bl U Apyrue
NpU3HAKM AaleKo 3amrealnero Gpudpo3upyIomiero
mporecca).

Ocnosannem a4as HazHayeHnst AQIT orpeseseHst
KaK MUHUMYM ABa 3 TpeX KpuTeplues Iporpeccu-
poBaHms GUOPO3UPYIOLIETO IIpoIiecca B AeTKuUX [7]:
1. IlporpeccupoBaHne KAMHNYECKUX CUMIITOMOB.
2. OrTpunarteapHas guHaMuka nsMmeHeHnit Ha KT

OIK 3a cuer mporpeccuposanus Gpuodposa.

3. VYXyameHne rokasaTeaeri GyHKIIUN BHEIIIHETO
ABIXaHI: yMeHbIeHre pOPCUPOBaHHOM K3~
HeHHOTI eMkoctu Aerkux (PXKEA) Ha 5-10% n
auddysnonnoii crrocoonocru aerkux (ACA) na
10-15% oT A0A>KHBIX BeAU4NH 3a 6—12 Mecs1ieB
Hab0AIOAHISI.

ITpu ®TOM peus He UAeT O paHHEe 4MarHOCTHKe,
Ae4eOHOII TaKTUKe Ha paHHUX DTarax 3a00.aeBaH.
B coorsercrsun ¢ KP T0AbKO Haan4me «COTOBOTO»
aerxoro n Apyrux KT-npusHakos gaaeko samiegre-
ro ¢ubpo3upyIomIero npoiecca sBAAIOTCS OCHOBA-
HueM Aas HasHadenns A®IT.

OOBeKTUBHBIM ITOATBEPKAEHNEM TaKoil abcypa-
HOJ CUTyalUM sABAsSETCS TO, YTO HaIlMeHT MOXKeT
noayuuts OecriaatHo APII Toapko HIpy HaaAMuUU
TPYIIIBI MHBAAMAHOCTU (9TO eIlle OAHO yCAOBUeE).
OOmenpuHATLIe KPUTEPUHU 445 OIpejeAeHNs CTe-
IIeHV OrpaHMYeHNs XKI3HeAeATe AbHOCTY OCHOBaHBbI
Ha ypOBHe TMIIOKCeMMM I He SBASIOTCA ajeKBaT-
HBIMU A4 nanueHTos ¢ V3. CaoXnmacst HeKOTO-
pBlit MapajoKC: C O4HOM CTOPOHBI, MBI 3HaeM, 4TO
aHTUPUOpOTUIECKHe IIpelapaThl AeCTBYIOT 00aee
3¢ PeKTNBHO Ha paHHeN cTaguy 3a004eBaHNs, a C
APYTOil — MBI 40A>KHBI AOBeCTU IaljiieHTa 40 MHBa-
AMAHOCTY, YTOOBI MMETh BO3MOXKHOCTh Ha3HAYMUTh
emy AQIIL. Ecamu 0b1 60abHBIE TIpOrpeccupyiomet
¢ubposupyionieir 004e3HBIO AETKMX INOAydaAU
AQII na Ooaee panHell cTagun 3ad0AeBaHNU, BTO
I103B0AMA0 OBl YMEHBIINTD YMCAO UHBAAUAOB, O4-
HaKO DKCIIePTHI, OlpeeAsioniie TpyIIy NHBAAUA-
HOCTH, BPsIA AV AOTaAbIBaIOTCS, UTO ciuporpadude-
CKJMe IOKa3aTeAM y TaKMX HallMeHTOB MOTYT OBLITh
Ha HIVDKHeI TpaHUIle HOPMBI Aake 3a 6—12 mecs1ies
AO AeTaAbHOIO JMCXOJAa M OCHOBHBIM IIOKa3aTeleM,
CBUAETEABCTBYIOIUM O IpuOAMKaIoiencs KaTa-
cTpode sBAseTCS yPOBEHb HageHus AUPPy3noH-
HOJI CIIOCOOHOCTU AerkuxX. BoT elje oAguH acriexT
1poOAeMBbl, Ha KOTOPBIN CTOUT OOpaTUTh BHMMaHIe
opraHmsaTopaMm 34paBOOXpaHeHNs: Ha BCIO OTPOM-
HyI0 cTpany Andy3MOH-TeCTOB ANIIh HECKOABKO
AeCATKOB (B AydllleM cAydae). A KaKk MOXHO pellaTh
BOIIPOCHI gmarHoctuky V3/ B mMpoKoM cMmbicae
C/A0Ba, BOIIPOCHI a4eKBaTHOTO Ae4eHIsT 1 00 beKTUB-
HOII oneHKM 3P PeKTUBHOCTHU AedeHNs: Oe3 onpeae-
AeHust AUPPY3MOHHOI CIIOCOOHOCTU A€TKMUX?

HeusgecTtHas npu4ynHa

HTEPCTHUMaNLHBIA U BHYTPHaNLBEONAPHEIN OTeK
TMMOKCHA, HApYLLL. BYHKLMW anbeeonoLuTos |.I1,
3HZOTEN.KIETOK, HapyLI aHTMOKCHA. 3allMThI

AnbBeonur

Cronnexve adpekTopHbX KNETOK
Crumynauua numiborudamy nponud. bwbpotnacTos
AxTwBauwa cexpeumny konnareHa dmbpobnactamu, HeATpodunamm,
: AM, MOHOLMTaMK
W3bbiTok konnareHass NPUBOANT K PECUHTE3Y
T natonkonnarewa.

WHTepcTMUManbHbInA hubpos
«COTOBOE» nerkoe

Puc. 6. Imanvl passumus Gubposupyonsezo npotecca 6 AezKux
Fig. 6. Stages of development of the fibrotic process in the lungs
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Progressive fibrosing pulmonary disease:
from old misconceptions to a new understandin

3akaoueHme

Unica0 6oapHbIX V1371 € TeueHMeM BpeMeH! yBeAnI1Ba-
€TCs1, YTO MOYKHO OO'BSICHUTD He TOABKO VICTUHHBIM POCTOM
3a00.1eBaeMOCTH, HO U yAyUIlIeHeM AMarHOCTUKM. /yar-
HoctuKa VI3/1 11 pesyAbTaThl AedeHns1 KpaiiHe HeyAOBAeT-
BOpuTeAbHBL. OJHIMM 13 ITEPBBIX II1ArOB B YAYJIIIEHNI AVE-
arHOCTUKI 1 Pe3yAbTaToOB AedeHns 00AbHbIX V13/1 g05KeH
OBITB ITepexo/, Ha a4eKBaTHYIO TEpPMIHOAOIMIO U pa3paboT-
Ka HOBBIX KAMHIYIECKIX peKOMeHAAIIVI Ha OCHOBE OIThITa
yJeHBIX Haltlell cTpaHbl. HasHaueHne aHTOaKTepraAbHBIX
IpenapaToB OOABHBIM C OCTPBIMU MHTEPCTUITAABHBIMU
ITHEBMOHMSIMU (KaK ITPaBIAO, BUPYCHOM STUOAOTUN), al-
AeprydecKMM ¥ TOKCMIECKIMI aAbBeOAUTaMM AOAXKHO
OBITH KaTeropMyecKy IPOTUBOIIOKa3aHO, TaK KaK B 3HaUN-
TeABHOI YacT! CAyJaeB MMEHHO 9TO SIBASIETCS] IIPUYIHOMN
pocra uncaa 60AbHBIX ¢ PUOPOBMPYIOLIVIMI IIPOLIECCAMIU B
aerkux. HecMoTps1 Ha rayOokoe yBaskeH1e K ITpeACTaBAeH!-
siM 00 11371 3apyOesKHBIX YUeHBIX, I101araeM, 4TO HayIHBII
I0AXO0A, K DTOV ITaTOAOTMI YUeHBIX HaIllel CTPaHBI SIBAAETCS
00.1ee ageKBaTHBIM U ITPOTPeCcCUBHBIM. PaHH:1:1 AViarHOCTH-
Ka 11 aJeKBaTHOe AedeHIte [TO3BOASAT YAYIIINT ITPOTHO3 AAS
SKVBHI Y HTOM KaTeropyy OOABHBIX.
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CMUCOK YC/IOBHbIX COKpalleHUI

AQDIT - antndudpoTMIECKHe ITperrapaThl

T/l — rtucTNOIMTO3BI AETKUX

I'TI — runepuyBCTBUTEABHBIN ITHEBMOHUT

ACA - andPysuonnas criocobBHOCTD ATKIX

$XKE/ - popcuposaHHast KM3HEHHAs €MKOCTb AeTKIX

N34 - unaTepcTummaapHble 3a0601eBaHNS A€TKIX

VAD - nanonaTiyecknii 1erouHsii Gpuopos

DB - manonatuueckast ¢M6p031/[py101_ua;1 00.41€3Hb AETKIX
KP — xannngeckue peKoMeHAaI U

KT OI'K - xoM1pI0TepHasi TOMOIpaMMa OPIaHOB IPYAHOI KA€TKI
/AM - aum@aHI0AeTIOMUOMATO3

COA - capkonA03 OpraHOB AbIXaHIL

DAA — 9K30TeHHBIIT a1AeprUIecKuil aAbBeOAUT

DTA — 9K30TeHHBIN TOKCUYECKUIT aAbBEOANT

ATS — American Thoracic Society

ERS — European Respiratory Society
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