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TepMuHOnorusa U knaccudukauus

UcTopma npobnembl HaumHaetca B 1935 r., korpa L. Ham-
man 1 A. Rich onucanu 4 60nbHbIx ¢ GbICTPONPOrpeccUpyto-
el IbixaTe/lbHOW HelOCTaTOYHOCTbIO, NMPUBEALLEN K CMEPTH
nauMeHToB B TeueHue 4—6 MecsaueB OT Hadasna BO3HUKHOBE-
Hus 6onesnu [16]. Ha aytoncuun 6bi1 obHapy>KeH BbipakeH-
HbIW PacnpPOCTPaHEHHbIM (MOPO3 NIETKKX, U aBTOPbI Ha3Ba/IU
3abonesarue "ocTpbIi AUEY3HBIM MHTEPCTULMAbHBIN OUO-
po3 nerkux" (acute diffuse interstitial fibrosis of the lungs)
[17]. AnutenbHoe BpeMs cuHapoMom Hamman-Rich HasbiBa-
NUCb U 3a60NeBaHNUS C XPOHUYECKMM TeUEHWEM, OfHAKO B
nocnefHee BpeMs LaHHbIA CUHLPOM OTHOCST /UL K BbICT-
POMNPOrpPeccUpYHOLLEN UM OCTPOW UHTEPCTULIMAJIbHOM MHEB-
MOHHM.

B 1964 r. J. Scadding v J. Gough [23] npegnoxunu Tep-
MHH "pMBPO3UPYIOLLLMI aNlbBEONUT", KOTOPbIM OTPaXKaeT oc-
HOBHbIE K/IlOUEeBblE NPHU3HaKK 3aboneBaH1s — BocnaneHue 1
hrbpo3. B YkpauHe v B 6onblumHctee ctpaHax CHI ucnonb-
3yeTca TepMUH "auonaTMyecKui oMbpo3rpyioLLMi anbeeo-
nut" (MDA), B KOTOPOM TaKyKe OTPaKEHbI NEPBUYHOCTD U He-
sicHas npypopga 3abonesarus. CuHonnmamu MDA ssnsiotcs
"uauonaTUUecKui nerouHbli donbpos” (idiopathic pulmona-
ry fibrosis) — TepMuH, uallie BCero UCnosib3yemblii B aMmepu-
KaHCKOW nuTepaTtype, U "KpUNTOreHHbIM prubpo3upytoLmi
anbBeonut" (cryptogenic fibrosing alveolitis), nonyunsLumni
bonbliee pacnpoctpaHeHve B Espone, ocoberHo B Benu-
KOBpUTaHMH.

B 1965 r. A. Liebow u coaBT. onvcanu gecksamarms-
HYIO MHTEPCTULMA/IbHYIO NHEBMOHMIO, a B 1968 r. A, Liebow
u D. Smith [21] Bbigennnun 5 Mopdonorvyeckux BapuaHToB
MHTEPCTULMANIBHOW MHEBMOHMU:

— 0BbluHas MHTEPCTULMANbHASA THEBMOHMUS;

— [EeCKBaMaTUBHasi MHTEPCTULMAsIbHAS MTHEBMOHMS;

— 06AMTEPHUPYIOLLMIH BPOHXUOIUT C UHTEPCTHULUAIIBHOM
NHEBMOHHUEN;

— NUMporaHas UHTEPCTULMANIbHAS MHEBMOHMSI;

— TUraHTOK/IETOYHAs UHTEPCTULMANIbHAs MHEBMOHMSI.

Heckonbko noae faga nocnefHUX BapuaHTa Oblan UCK-
JIOYEHbl U3 KIACCUM(IMKALMU B CBA3W C YCTAHOBNEHWEM WX
3TUOJIOTMYECKUX (haKTOPOB (MMcpOUAHAsS UHTEPCTULMASIb-
Hasi MHEBMOHMSA KaK NPOsiB/IEHWE NMMPONPOAUEPATUBHDIX
6GonesHel W ruraHToKNeToYHas — Kak pesynbTaT BO3jew-
CTBUS TSXKEJIbIX METAI/IOB).

B 1998 r. A. Katzenstein u J. Myers [19] npegnoxxkunu
yeTbipe BapuaHTa WAMOMATUUYECKOW WHTEPCTULMANbHOM
MHEBMOHUH:

— 06bl4Has UHTepCTULMabHas NTHeBMOHUS (usual inter-
stitial pneumonia — UIP);

— [ecKBaMaTMBHas MHTEpPCTULMaNbHash MHEBMOHMUS
(desquamative interstitial pneumonia — DIP);

— OCTpasi UHTepCTULMaIbHas NHEBMOHUS (acute inter-
stitial pneumonia — AlIP);

— HecneuudHuecKas HMHTEPCTULMANbHAS MHEBMOHUS
(nonspecific interstitial pneumonia — NSIP).
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B knaccudmkaumio He BKIIOUEH 0BNUTEPHPYIOLLIMI BPOH-
XHOJIUT C UHTEPCTULMANIBHON MHEBMOHHWEN, TaK Kak BpOoHXHO-
JIAT, KaK npaeusio, obycnoBneH BO3AEHCTBUEM 3K3OM€HHbIX
(haKTOpOB (BAbIXaHUE arpPeCcCUBHbIX TOKCUYECKWX ra30B, na-
poB, ObIMOB; y feTed — BUpYcHas MHdekuus). CooTBeTcT-
BEHHO TaKasi NaTo/IoNMsi IErKUX He MOXKET OTHOCHTBCS K MAUO-
natuyeckom [3].

Korga B 1994 r. 6bina Bnepsble onucaHa kateropus NSIP,
OHa cuuTanacb "TEPMUHOM-MYCOPHULEN" AN BCEX HEKsac-
CUPULMUPOBAHHBIX UHTEPCTULMA/IBbHBIX NHeBMOHMK [5]. MMa-
LIMEHTbI C NOAO3PEBAEMOM U/IU U3BECTHOM 3TUOJIOTUEN, TAKOM,
KaK BblXaHWe BpeOHbIX BELLECTB, BO3LEWUCTBUE JIEKAPCTB,
OCTpOe MOBPEXKAEHUE JIErkuxX, COMyTCTBylOLIMe 3abonesa-
HWS COeIMHWUTENIbHOM TKaHW, — BHOCHJIUCb B 3Ty KaTeropHuio,
Hapsay C nauWeHTaMM, AJis KOTOPbIX 3TUOJIOTUS TaK U OCTa-
nacb HesicHoM. OjHaKO W3 3TOM KaTeropun UCKoYaIMChb Na-
LMEHTbI C DOHOBbLIM UMMYHOLE(HLHUTOM U C NOLAO3PEHHEM
Ha WHdekuun. B nocnepyiowem 6bin10 onybiMKoBaHO He-
CKONbKO [0NOHUTENbHbIX coobueHnii no NSIP [14, 27 u
ap.], v npeacraeneHve o NSIP u3 wupokoro, oTKpbITOro
TEpPMHHA NPEBPATU/IOCh B KOHLIEMNLMIO O KOHKPETHOMN hopMe
MOMONATUUECKOW UHTEPCTULMANIbHOW MHEBMOHMWU. [UcTono-
FMYECKH — 3TO LeNIItoNSAPHAs MHTEPCTULMAbHAS MTHEBMOHMUS
C OOHOPOOHOW KapTUHOM, XapaKTepusytoLllencs numdo-
NNa3MOLMTAPHOW UH(UAbTPALMEN B Npeaenax anbBeonsp-
HbIX neperopopok [5].

Knaccudpukauusa A. Katzenstein v J. Myers ocHoBaHa Ha
MOPOJIOrMYeCKOM noapasaeneHun hopM UaUoNaTUIECKUX
MHTEPCTULMANBHBIX MHEBMOHWM, OAHAKO AaHHAas KAaccudu-
Kauus no3eosisieT npefckasarb 0COBEHHOCTH KJIMHUUECKOM
KapTWHbI, OTBET HA MPOTUBOBOCMA/IMTE/IbHYIO Tepanuio W
nporHo3 3abosesaHus.

Hanbonee uactoi chopmoit sensietcs obbluHas UHTEpP-
CTHUUMaNbHas MHEBMOHHS, Ha JOJI0 KOTOPOM NMPUXOLUTCS 4O
90 % Bcex cnyyaeB mauonatvyeckux nHesmoHui. UIP xa-
paKTepHU3yeTcs MIOXWM MPOrHO30M, JIETA/IbHOCTb B TEUEHUE
nsTW net npesbiwaet 60 %.

YnenbHbli Bec [LecKBaMaTWMBHOW WHTEPCTULMA/IbHOM
MHEBMOHUM cocTaenseT okono 5 %. DIP otnuuaetcs
YYBCTBUTE/IbHOCTBIO K KOPTUKOCTEPOUAAM W XOPOLLWM NpOo-
rHO30M, OfJHAKO WHOrAa BO3MOXKHO NPOrpeccupoBaHve 6o-
Ne3Hu o cTaguu "cotoBoro nerkoro”. JletanbHocTb npu DIP
He npesblwaeT 25 %.

Ocrtpas uHTepcTULManbHas NHEBMOHUS (cMHapoM Xam-
mMeHa — Puua) BcTpeuaetca pegko — He 6onee 1 % B cTpyk-
Type upuonatvyeckux nHeBMoHuW. AIP xapaktepusyetcs
PEe3KONPOrpeccUpyOLLUM TeYEHHEM, JIETA/IBHOCTb JOCTHUra-
eT 90 %, xoTs B HEKOTOpPbIX HABIIOAEHHUsAX OTMeYanach pe-
napauusi NapeHX1Mbl JIErKUX Be3 OCTAaTOUHbIX SBIEHWH.

Ha ponto HecneuudHUueckor UHTEPCTULMANIbHOM MHEB-
MOoHHWM npuxoautcs okono 5 %. NSIP xapakrtepusyertcs no-
0OCTPbIM TeueHueM, 6onee uem B 80 % cnyyaes Habniogaet-
CSi perpeccus unu ctabunusaums BocnaamTesIbHoro npoLec-
ca, netanbHoCTb He npesbiwaet 11—17 % [1, 9].

B 1999 r. Esponetickoe pecnvpartopHoe obuiectso (ERS)
u AmepukaHckoe TopakanbHoe obiectso (ATS) npuwam K
COrNalleHWto Mo MOBOAY K/lacCHU(PUKALMKU U onpepdeseHus
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nouatus UOA [10]. CywHocTb 3TOro cornalleHus 3akio-
uaeTcs B BblAENIEHUW NO MOPCOJIOTMYECKUM KPHUTEPHUAM
MDA u3 rpynnbl 3abosieBaHWi, CXOAHbBIX MO KJMHUYECKUM
nposieieHuam. UDA — sabonesaHue, UMeloLLLEE TUCTONOMM-
UECKYIO KapTHHY OObIYHOM MHTEPCTULMAIBHOW MHEBMOHHWM.
K UDA He oTHOCATCA W OO/MKHbI paccMaTpyBaTbCs Kak OT-
Le/bHble HO30/10rMyeckue )opMbl BCE OCTaslbHble NaTosIo-
rMYecKHe COCTOSIHWSA, paHee cuMTaBLLMecs BapMaHTamMu UDA:
LEeCKBaMaTUBHasi MUHTEPCTULMANIbHAS MHEBMOHMS, OCTPast UH-
TepcTuuManbHas MHEBMOHUS (cuMHAapoM XammeHa-Puua),
HecneuuduryecKkas UHTEPCTULMAIbHAs MTHEBMOHMUS.

MpuHsaToe ERS n ATS cornalueHue He MOXKET NOJIHOCTbIO
paspeLunTb BCE NMPOTUBOPEUMs BO B3rnsgax Ha npobnemy
N®DA. Mo mHenuto M. M. Unbkosuua u coagt. [3], Bce yka-
3aHHble BblLLE UAWONATUYECKUE MHTEPCTHULMATIbHbIE MHEBMO-
HWUM CrlefyeT paccMaTpyBaTb Kak €fMHYI0 HO30/10TMUYECKYHO
dopmy (MDA), KnMHUUECKWE NPOSIBIEHUS KOTOPOM U Teve-
HWe (OCTpoe, NOJOCTPOE U XPOHUUECKOE) 3aBUCAT OT Bblpa-
YKEHHOCTH 3KCCYAALMHU U NPOSUDEPaLIMH B TKAHSIX JIEFKHX.

Bmecrte c TeMm, cornalueHne — 3TO NorMbITKa XOTb KaK-TO
YNOPSAA0UMTL CYLLLECTBOBABLUWE pa3HoUTEHUs. B HacToswee
BPEMs BO BCeX 001acTAX 3HaHWH, B TOM YMC/IE U B MEULIMHE,
HabnloaaeTcss MHTEHCUBHOE Pa3BUTHE MHTErpaLMOHHbIX
npoueccoB. [1na npoBefieHUs 3NUAEMUONOTMYECKUX UCCe-
[LOBaHWM, MHOTOLIEHTPOBbIX K/IMHUYECKUX UCMbITaHUW HOBbIX
NIeKapCTBEHHbIX NPenaparos HEOBXOAUMbI €AWHbIE MOAXOAb!
K MOHWMaHHIO CYLLLHOCTH 6O/Ie3HU, €AWHbIE KNacCUUKALIMH,
CXeMbl AUarHoOCTUKK U nedeHus. C aTUX Nosuuui, HecMoTps
Ha OMCKYCCHOHHbIM XapaKTep psifia MOJIOXKEHUH, MeXayHa-
poaHoe cornaweHue no MMA, ¢ Halel TOUKK 3peHus, Mo-
>KET COCTaBMTb OCHOBY /151 OObEAUHEHUS] YCHUITUI YUEHbIX U
NPaKTUUYECKKUX Bpauemn pa3HblX CTPaH B peLleHH 3TON CI0XK-
HOM NPOBeMbI B MYIbMOHOOMMM.

Taxkum obpasom, #MPA — smo saboneBarue n1e2Kux He-
SACHOU NPUPOOsI ¢ MOPGhoo2UYECKOU KapMUHOU 06bIYHOU
uHmepcmuyuansHold nNHeBMOHUU, XapaKkmepusyoujeecs
Hapacmarowel ne2oyHol HedocmamoyHocmeoto Bciedcm-
Bue pa3Bumus npeumywecmBeHHo B UHMEPCMULUAAbHOU
MmKaHu neskux HebakmepuaneHoeo Bocnanerus], Bedywezo
K npoepeccupyrouiemy UHMepcmuyuaIsbHomy gubpo3sy.

nuaemuonorusa

[aHHble o pacnpoctpaHeHHocTU UMDA 3HauuTenbHo
BapbHPYIOT. ITO CBSA3AHO B NepBYIo oUYepesb C CYLLECTBOBAB-
e TePMHUHOMOIMYECKON HeonpepeneHHocTbio. [lo ceene-
Husam ATS [24], pacnpocTtpareHHocts MDA cocTaensert 20,2
cnydasi Ha 100 Tbic. cpenm My>KunH K 13,2 — cpeam >KEHLLMH.
3abonesaemoctb UDA pgocturaet 11,3 cnyuas e rog Ha 100
TbIC. Y My>XuuH U 7,1 — y >xeHwwmH [ 13], yBenuumBascs c Bo3-
pactom. MpumepHo 2 /3 naumeHTtoB ¢ MDA crapiue 60 ner.

CwmepTHOCcTb OT UDA 6onblue B cTapliel Bo3pacTHOM
rpynne u coctaensieT B cpeaHeM 3,0 Ha 100 Tbic. HaceneHus,
MeauaHa Bb>KMBaeMoCTH Konebnercs ot 2,3 no 5 net [9].

JTHONOruA U NatoreHes

CyLecTBOBaBLLWE MHOTHE MOfbl TEOPHUH BUPYCHOTO, ayTO-
MMMYHHOrO, HaC/IEACTBEHHOIO U NOJIMATUOIOMMUYECKOrO NPOo-
ucxoxkaerunsa MDA noka He nonyunnu gokasartenbcts [15,
24]. Ha cerofiHs npuxoA1TCsl FOBOPUTb O KAKOM-TO HEU3BECT-
HOM MPUUYMHHOM DaKTOPe, KOTOPbIM 3anyCKaeT Kackapg cTe-
PEOTHMHbIX PEAKLMH JIErOYHOM TKaHU, pacCMaTPUBAEMBbIX Kak
BocnasieHre. OHO NPosBASETCS CKOMJIEHUEM U aKTUBaLMeEN
KNEeTOK-3(ppeKTopoB (HENTPOUIIbI, Makpodary, AuMdo-
LMTbI) C (POPMUPOBAHUEM MHTEPCTULMANIBHOTO U BHYTPHaSIb-
BEOJIIPHOIO OTEKa, fe30rpaHn3aLnel CTPYKTYPHON OCHOBBI
a/IbBEOJ1, MHTEPCTHULMS U TEPMUHASIbHBIX BPOHXO, U3MEeHe-
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HWEM KOJIMYECTBEHHOIO M Ka4yecTBEHHOro cocTaBa cypdak-
TaHTa. ITW AECTPYKTUBHbIE U3MEHEHWUS UIYT OJHOBPEMEHHO
C MaToNIOTMYECKH YCHUIEHHbIM penapaTuBHbIM NPOLIECCOM B
BUAE NposiMdepaumm prbpobIaCcToB 1 OTNOXKEHHS Kosnare-
Ha, YTO B KOHEYHOM WTOre MPUBOAMT K (DOPMHPOBAHMIO
NeroyHoro ¢oMbposa c BbITEKAIOLMMU OTCIO4A BEHTH/ISALIMOH-
HbIMHW, FreMOAMHAMUUYECKUMH U CUCTEMHbIMU adpcpexTamu. Mpu
3ToM npouecc hUbPO3UPOBaHUS HACTONBKO MHTEHCHBEH, UTO
MOPOM HE COOTBETCTBYET NOBPEXKAEHHIO, EMO BbI3BABLLEMY. ITO
[aeT 0CcHOBaHWe Npeanosiaratb NEPBUUHYIO POsib PUOPO3H-
posaHus B natoreHese MDA 6e3 cyLiecTBEHHOrO BUSHHUSA
Ha Hero BocnasuTesibHoro npouecca [9].

Mo mepe nporpeccrpoBaHusi rbpo3a U NErouHon He-
[LOCTaTOYHOCTH Pa3BUBAETCS XPOHUYECKOE JIEFOUYHOE CepALE.

MaTtomopdonorus

Matomopdponornueckme usmenenuss npu UOA HocsT
HecneLunHUYeCcKUI XapaKTep U B 3HAUMTE/IbHOW CTENeHU 3a-
BUCST OT CTafiMW BOCManUTeNbHOro npotecca. lMatonoruyec-
KWe U3MEeHeHWs 0COBEHHO BbIpakeHbl B TOM YaCTH IErOUYHOM
TKaHHW, KOTopas NPUAEXHT K CybnaeBpasbHON 30He B HUXK-
HWUX AoNAxX nerkux. Mpu 3ToM U3MEHEHHUS caMow NeBpbl MU-
HUMaJibHbl, YTO OT/IMYAET NaTOMOP(ONOrUUECKUE U3MEHE-
Hus npu MDA ot Takoebix npu apyrux dopmax gpubposa
nerkux (acbectos, nHeBMOKoOHHO3bI) [8].

MNaTomopdonornyeckme nameHenus npu UIP, coctaensio-
wen rucronornyeckui narrepH MDA, pasHoobpasHbl. Ha-
YaslbHYIO CTafMIO BOCMNA/IEHHS CBSA3bIBAIOT C NMOBPEXKAEHUEM
CTEHKHM anbBeon no nepudepun aupHyca [20]. PaHHUMH rucTo-
nornyeckuMu uamenenusmu npu UIP cuntatoT akkymynsiumio
KJIETOK B HOPMaJIbHOW CTEHKe a/lbBeOs1, KOTOpble B Noc/ieayto-
LweM oOyCNOBIMBAIOT M3MEHEHWE UHTEPCTHLMS U ANUTEUAb-
HbIX K/1ETOK.

BakHbiM npuaHakom B guarHoctuke UIP sensieTca mozanu-
HOCTb MOP(PO/IOrMYECKUX U3MEHEHWUIM B NMApEHXEME JIErKHMX,
4YTO NO3BOJISIET B OAHOM HEBO/IbLIOM YUaCTKE IErOYHOMN TKaHH
Habntogatb Bce pasbl NaTONOrMUYECKOro NPOLEecca: UHTaKT-
HYIO TKaHb, OTEK U MH(PUIbTPALMIO UHTEPCTULIMA W abBEOI,
30HbI Nponudepaumrm pudbpobacTos K y4acTku "cOTOBOro
nerkoro".

BonbWKMHCTBO (PUOPO3HBIX OYAKKOB COCTOMUT U3 303M-
HOGUIBHOTO KOJlareHa € HebOo/bLIMM KOJIMYECTBOM KJie-
TOK, Yallle BCEro OYaXKKW HOCAT aLe/IIoNspHbIN XapaKkTtep;
Lerno3uTbl KoJislareHa NMPUBOAAT K YTOJILLEHUIO a/IbBEONSAP-
HbIX NEperopoaoK u obpa3oBaHHIiO PyOLIOBOM TKaHM; dop-
MUpyeTca "coTOBOe Nerkoe”, Nno Mepe TOro Kak HapacTtaloT
pybuoBble U3MeHeHHs. K Bonee no3gHUM M3MEHEHWAM OT-
HOCSIT YBEJIMYEHWE BO3LYLIHOIMO NMPOCTPAHCTBA, U3MEHEHHUS
3NUTENNA BPOHXHOM W FUNEPNIA3UIo aNlbBEOISIPHBIX MHEB-
MoumMToB. Mopchonoruueckas cTpyktypa ""cotoBoro nerkoro”
MaHUECTUPYET MO Mepe HapacTaHWs PYOLOBbIX U3MEHEHHH;
B JIEFKMX MPOUCXOAMT PECTPYKTypu3aLusi Mopdosorhyec-
KMX 3/IEMEHTOB OpraHa, KapThHa KOTOPOM elLLe [OMOJHAETCS
KO/INancoM asibBeosl. ITU U3MEHEHUSI OTHOCSAT K KOHEYHbIM
3tanam 6onesnu [4].

BobLIMHCTBO (hMOPO3HBIX 30H, TaK HA3bIBAEMbIX CTAPbIX
30H, COCTOWT M3 KOJIJIAareHOBbIX aue/IIoNAPHbIX Y3€e/KOB;
MeCTamMu BCTPEYAIOTCS YYaCTKWU arperatoB C akTUBHOW Npo-
NndhepaTUBHOM (hyHKLMen dhnbpobnactos u MHodmbpobnac-
TOB. JTH arperatbl 0bo3HaualoT Kak (rbpobnactuueckue
ouakku. OHW XapaKTepu3yloTCs NosiBlIEHUEM BepeTeHoob-
pa3HbIX OCTPOKOHEYHbIX KJIETOK, Pacrno/IoXeHHbIX BLOJb
a/IbBEO/IAPHbIX neperopogok. Mubpobnactiieckue oHaXkKH
LUIMPOKO paccesiHbl U MOTYT ObITb MAEHTU(PHLMPOBAHDI B oYare
BOCNaJsieHus1, B 30He pubpo3a 1 "cotosoro nerkoro”. ObHa-
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py>KeHWe (PUOPOBIACTHHECKHUX OUAXKKOB, AEMO3HUTbI KoJare-
Ha U popMHpoBaH1e PybLIOBO#H TKaHW C MCXOLOM B "'cOTOBOE
nerkoe" sIBNSIOTCS OCHOBHOW F'MCTOJIOMMYECKOM XapaKTepHc-
tkon UIP [10].

Ecnu cpaBHWTb OCHOBHble cocTaBsnsiioLe MOPONoru-
yeckux uamerHenun npu UIP — BocnaneHue u ¢pmbpos, 1o
npesanvpytot onbposHbie npoueccol. Jns UIP He xapakTep-
Ha BbIpaXKeHHas pa3a BOCMa/IMTE IbHbIX PeakLMi, BK/oUas 1
MHULMAJIbHYIO CTaZMIO MOBPEXAEHUS NIEFOUYHBbIX CTPYKTYP.
Cnepyet nogyepkHyTb, uto npu UIP He nponcxoauT akkymy-
NALUMK KNIETOK BOCMaJIEHUs B a/IbBEOJISPHOM MPOCTPAHCTBE,
uto otimyaet UIP ot DIP [8].

DIP xapakTepu3yeTcs rMCTONIOrMYECKOM KapTUHOW paB-
HOMEPHOIO CKOM/IEHUSI U PacrpefesieHUs B a/lbBEO/ISIPHOM
npocTpaHcTBe Makpodaros. BosblUMHCTBO KNETOK B MpocT-
PaHCTBE a/IbBEOJT OTHOCHUTCSA K MOHOHYK/IeapaMm, XOTsl B OT-
Le/bHbIX MecTax BCTPEeYaloTCs MHOTOSIAEPHbIE TMraHTCKHUe
Knetku. B anbBeonspHbix neperopopakax npu DIP npowucxo-
OST MUHWMaJIbHbIe U3MEHEHUS!, KOTOPbIE XapaKTepu3ytoTcs
OT/IOXKEHWEM KOJ1/lareHa C pa3BUuTUEM BOCMAIMTENIbHOMO WH-
unbrpata. [vnepnnasvs anuTenUanbHOrO NOKPOBa OTMe-
yaetca TONbKO B OTAenbHbIX MecTtax. ObpasosaHue hub-
POBNACTUUECKHUX OUAKKOB Hab/IoLaeTcs peaKo, NoaToMy
M3MEHEHUS JIErKUX MO TUMY COTOBbIX He AOMUHUPYIOT. MoHO-
TOHHasi, 04HOOOPa3HasA KapTUHA MMCTONIOTMUYECKUX U3MeHe-
HWK npu DIP KoHTpacTUpyeT ¢ reTeporeHHOM KapTUHOM Mpu
UIP [15].

AIP, unm 6onesHb XammeHa — Puua, xapaktepuayeTcst
AU PY3HBIM MHTEPCTULMANBbHBIM hnbpozom. OTanuaet AlP
OT APYrHUX UHTEPCTULMANBHBIX MHEBMOHWM aKTUBHAsS NPOJW-
hepauus drubpobnactoB U MUODUOPOONACTOB NPHU MUHM-
MasIbHOM OT/IOXKEHWH KonnareHa. UameHenns ogHoobpasHbl
Mo BCEM MOJISIM 3PEHUS U CBUAETE/IbCTBYIOT O HEAABHEM MO-
BPEXKAEHUH JIEFOYHOMN TKaHW U OCTPOM OTBETE ee Ha 3TO Mo-
BpeXkaeHWe. XapaKTepHo AU dy3HOE YTO/LLEHUE aNibBEO-
NAPHbIX MEPEropofoK, HEKPO3 3MWUTENHAsIbHbIX KIETOK M
Kosinanc anbBeosn. Ecnu BocnanutensHbiM npouecc npopon-
»aetcs 6onee 1 Mec, TO NOSBASIOTCA U3MEHEHWA MO TUMY
"coToBbix nerkux" [9].

Matomopdhonormyeckre nameHeHus npu NSIP xapakTe-
PU3YIOTCS KaK BOCMA/IMTENIbHbIMU MPOSIBNIEHUSMM, TaK M
hprbpo3om anbeeonsipHbIX neperopofok. B uenom rucrono-
ruyeckas kaptuHa npu NSIP HanoMuHaeT uameHeHus, Hab-
nogaembie npy UIP. OcHOBHOM rUcTonorMyeckon xapakre-
pucturoi NSIP ssnsetcs ogHooBpasHOCTb coueTaHus BOC-
nanuTesbHbIX U (PUOPOTHUECKHMX NPOLLECCOB, B TO BPEMS KaK
npu UIP oHW HOCSAT OTYET/IMBbIN reTepOreHHbIM XapakTep, To
€CTb He BCTPEeYaeTCs CXO4HbIX NoJIel BocnaneHus u pubposa
NeroyHow TkaHW. KneTouHbl cocTaB BOCMAsMTENBHOMO WH-
dpunbTpaTa COCTOUT U3 TIMMADOLMTOB U NIa3MaTUYECKHX Kie-
TOK, KOTOpble OTHOCUTENBHO YacTo BecTpedaroTcs npu NSIP,
UTO TaKXXe SB/ISIETCS OT/IMUMTESIBHOW OCOBEHHOCTBIO 3TOW
hopMbI MaMonaTUHeckmx nHeeMoHum [5, 14].

KnuHuueckas kaptuHa

OCHOBHbIMM >a106aMK BONbHBIX SABAAIOTCA OAbILIKA U
HENPOAYKTUBHbIN Kawesnb. [o Mepe pa3suTHs 3aboneBaHus
OTMeYaeTCsl HapacTaHWe OAbILLKH, BM/IOTb LO NOJIHOW UHBa-
NUAU3aLMK BONbHOrO: 3-3a OAbILLKK BObHOM He cnocobeH
NPOWU3HECTH hpasy, NPea/OKEHHE, HE MOXET XOAWTb, 06-
cny>xkusatb cebs.

Hauano 60ne3Hu, Kak NpaBuio, He3aMeTHOE, XOTA B pAae
CnyyaeB BO3MOXXHO M OCTPOE Hauyasio C JIMXOPAAKOM, CYXHUM
KawsieM v oabllKoM. Tak Kak 6osiesHb nporpeccupyert ao-
BOJIbHO MefJieHHO, GOJibHble YCMeBaloT afanTMpoBaTbCs K

ofpblLLKe, MOCTENEHHO CHUXKasi CBOKO aKTMBHOCTb M Nepexos
K 6onee naccusHoMy 06pasy »u3HW. BosibMHCTBO nauueH-
TOB Ha MOMEHT 0OCnefjoBaHUS UMEIOT aHaMHe3 3abosiesa-
HUA gautenbHocTbio go 1—3 ner.

B cpenHem B 20 % cnyuyaeB oTMeuaeTcs NPOAYKTHBHbIN
Kallesb, fake C rMnepcekpeLrer MOKpOTbl, IPUUYEM LaHHbIMU
Np13HaK accoumMmnpoBaH ¢ 6osiee HebNaronpUATHLIM NPOrHo-
30M 3ab0eBaHms.

Jluxopanka npu UDA HabnogaeTca OTHOCHTENbHO pef-
KO. XapaKTepHbIM NPU3HAKOM SIBSETCS NOXYAaHWE, YacTO OT-
MevaeTcs obLas cnabocTb, apTpasrii, MUaariu, M3MeHeH e
HOrTeBbIX (hasiaHr B BUAe "GapabaHHbii nanodek”.

Mpu ayckynbTauun oBosbHO yacto (okono 80 %) Hab-
NoJatoTcs 3BYyKOBble PEHOMEHDI, HaNOMUHAIOLLUe KpenuTa-
umrio: "Tpeck uennogaHa" B KoHue Baoxa. BHauane atoT dpe-
HOMEH ONMpefeNfeTcs NULb B HWXHUX OTAEeNnax JIerkux, co
BPEMEHEM PacnpOCTPaHSSCh Ha OCTaslbHbl€ 30HbI JIETKMUX.

B npouecce nporpeccrpoBaHns 601e3Hn HapacTaeT Lya-
HO3, (hOPMHPYETCA XPOHUUECKOE NIErOUHOE CepALe.

B TepMuHanbHOM cTagmu npu hopMHMpoBaHUK 'cOTOBO-
ro nerkoro” MoryT onpefenathCcs camble pasdHoobpasHble
ayCKy/ibTaTUBHblE (DEHOMEHbI, XapaKTepU3yloLlue Bblpa-
YKEHHbIE CTPYKTYpHbIe HapYLLIEHWs JIEFOYHOMN TKaHU (Cyxue U
B/lXKHblE Pa3HOTEMOPOBbIE XPHbI).

AunarHoctuka

JNlabopatopHbie TecTbl npu MDA 06bI4HO He UMEtoT au-
arHocTtuueckow aHaummocTr. B 90 % cnyuaes Habnonaetca
noebiwenne COJ, y 6osbumHCTBA GO/BHBIX OBHAPY>KUBAIOT
LUMPKYUpPYIOLWME UMMyHHble Kommsiekebl, ¥ 30 % nauuen-
TOB — nMOBbileHWe O6LLEro YpOBHS WUMMYHOr00Y/IMHOB.
20—40 % 60nbHbIx UDA 6e3 conyTcTByIOLMX AUADEDYIHDBIX
3aboneBaHUi COEAUHUTENIbHON TKaHW UMEIOT MOBbILIEHHbIE
TUTPbI PEBMATOUAHOTrO (haKTOPaA M aHTUHYKJIEAPHBIX aHTUTEN
[1, 24].

PeHTreHorpagus opraHoB rpyaHoun knetku. Hanbo-
Nlee yactbiM npusHakoMm WDA sBnsioTcs OBYXCTOPOHHME
[IMCCEMUHUPOBAHHbIE U3MEHEHUS PETHUKYJIIPHONO XapakTepa,
Bosiee BbIpasKEHHbIE B HWXKHUX OTAENax Nerkux. Ha paHHux
aTanax passuTHs 3abosieBaHWs MOXKET HabMIO4ATbCS JIULLb
HEKOTOPOE yMeHbLUeHHE OObeMa JIErOUHbIX NOJSEH W MOHU-
YKEHUE MPO3PaAYHOCTH JIETKUX MO TUMy "MaToBOro crekna',
3TH U3MEHEHWSi OCOBEHHO 3aMETHbI MPU CPABHEHWU CEepPHI-
HbIX peHTreHorpamm. Mpu nporpeccupoBaHnu 3abosesaHu1s
PETUKYNSPHbINA NaTTepH cTaHOBUTCA Boniee rpybbiM, TSXKMC-
TbIM, NOABMSAIOTCSA OKPYr/ible KUCTO3Hble NPOCBET/IeHUs pas-
mepamu 0,5—2 cm, oTparkatoLme hopMUpoBaHUe "COTOBOro
nerkoro”, MoryT 6biTb BUAHbI IMHEMHbIE TEHU AUCKOBUIHbIX
aTefieKTa3os.

Bwmecte ¢ Tem, go 16 % nauMeHTOB C rMCTONIOrMYECKH
[loKasaHHbIM guarHo3oM MDA MoryT UMeTb HEU3MEHEHHYIO
PEeHTreHOIOrMYecKyto KapTuHy. B cpepHem uncno guarHoc-
TUYECKMX OLIMOOK NMpu aHann3e 0630PHbIX PEHTFEHOrPaMM
nocturaet 50 % [9].

KomnbloTepHas ToMorpadus BbICOKOro paspeLueHus
(BPKT) — ocHoBHas peHTreHonormyeckas MeToauka B ou-
arHoctuke MDA, OuarHoctuueckas cneundpryHocts BPKT-
kapTuHbl npru MDA gocturaer 90 % [18, 25].

Ha paHHux ctagusax UDA BbiSBNSIOTCA NPU3HAKK UHTEP-
cTuuManbHoro Bocnanexus. Onpepenexbl cnepytowme KT-
CUMNTOMbI a/IbBEOJIMTA: YTOJILLEHHE MEXIOJIbKOBbIX Nepe-
ropofok, "MaToBoe CTeKNI0" — MOHWXKEHWE NPO3PaYHOCTH
JIEro4YHOM TKaHH, Ha pOHE KOTOPOro BUAHbI JIETOYHbIE COCY-
b1, 0OYC/IOB/IEHHOE YTO/ILLEHWEM BHYTPHLO/IbKOBOrO UHTEP-
CTULMS 3a CYET €ro MHAHUIBTPUPOBAHWS U /UK HayasbHbIM
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HaKOMNJIEHWEM 3KCCYyLiaTa U KNIETOK BOCNa/IEHHs! B a/ibBeOs1ax.
Hapspy c atvm uacTo onpefensercs paBHOMepHoe yTosLLe-
HWE CTEHOK KPYMHbIX (JOIEBbIX M CErMEHTapHbIX) BPOHXOB,
paclumpeHue TeHen cocynos [2].

N3meHeHus sBASIOTCS ABYXCTOPOHHWMM, 30HbI 'MaTOBO-
ro creksia" B GONbLIMHCTBE C/Ty4aeB UMEIOT PacnpOCTpaHeH-
HbIM XapakTep. YTO/LEHWE MEXAO/bKOBbIX NEPeroponok,
paBHOMEPHOE YTOJILLEHWE CTEHOK OPOHXOB, pacluMpeHue
TEHW COCY0B HabMIOAAETCA NPEUMYLLLECTBEHHO B CPELHHMX
HUXHKMX 30Hax Nerkux. CybnnespasbHas NoKaM3auus xa-
paKTepHa 1S YTOJLLEHWUS MEXLO0JIbKOBbIX NEPEropoaokK M
"MatoBoro cteksa". PaBHomMepHoe yTosLeHUe CTEHOK BPOH-
XOB W PacLUMPEHHUE COCYAMCTbIX TEHEW MPOCNEXHUBAETCS BO
BCEX C/lyyasx LEHTPasIbHO B 3ajHUX CETMEHTax CpeHe-HUX-
HUX 30H.

K nosgHum ctaguam MDA oTHocsATCS ciydau, Korga na-
TOJIOrMYECKHH MPOLLECC NPEACTaB/ieH (PUOPO3HbIMKU U3MEHE-
HUSIMW Pa3/IMUHON CTEMeHW BbipaXKeHHOCTH. B 3aBucHMocTH
OT Xapaktepa hMbPO3HbIX U3MEHEHWH NATONIOrMUECKUI NPO-
Lecc noapasfensercs Ha atanbl UHTEPCTULMANIbHOMO (Hb-
po3a, POPMHUPOBaHHS "COTOBOro NIerkoro” U cpopMUpoBaH-
HOrO "COTOBOrO NIErKOro" ¢ NPM3HaKaMu aflbBeoNIuTa Mu 6e3
HUX. B ocHOBY nonioxkeHbl KpuTepuu: fedopmMaLms CTPYKTyp
MHTEPCTHULMAIbHON IEFOYHOW TKaHHW, yMeHblueHWe obbema
Nlero4yHom TKaHu (Bonu, gonen unu uenoro nerkoro) [2, 15].

[edopmaums neroyHoro pucyHka, sBsoLWLAascs MapKe-
pOM (PMOPO3HBIX U3MEHEHWI B IErouHON TKaHW npu UDA,
npeAcTaBfieHa ClefylolUMU CUMNTOMaMK: yYacTKW YnioT-
HEHWsl IErOYHOM TKaHH, IMHENHbIE U /UK ceTyaTble TEHH, He
ABNAIOWMECH MEXKLO/bKOBbIMU MEePeropofKkamu; BO3AYyLL-
Hble KUCTbI aameTpoM 2—20 MM C TOACTbIMU (>2 MM) CTEH-
KaMM; paclUMpeHne TEPMUHasIbHbIX BPOHXMON — BPOHXHO-
NO3KTa3bl; HepPaBHOMEPHOE pacluMpeHue cybcerMmeHTapHbIxX
W cermeHTapHbiX BPOHX0B — TPaKLMOHHblE BPOHXO3KTa3bl;
coueTaHue paclMpeHus BPOHXOCOCYAUCTbIX MYYKOB U He-
PaBHOMEPHOTO YTOJILLEHUS CTEHKW BPOHXOB M COCYAO0B.

®oKycbl YNNOTHEHWUS NIErOYHOW TKaHW SBNSIOTCS NPWU3-
HaKOM yacTHuHo obpatumoro npouecca. Cetuatas u/unu nu-
HelHas fLedpopMaLmst IEro4HOro PUCYHKa — MpHU3HaK Heob-
PaTUMOro MHTEPCTULMAIBHOTO (hMBPO3a IMHENHOM (DOPMBI.
BoznywHble kuctv guametpom 2—20 MM, BPOHXHMONOIKTa-
3bl, TPAKLMOHHbIE BPOHXO3KTa3bl, COYETAHUE PACLUMPEHHS
BPOHXOCOCYANCTBIX MYYKOB U HEPABHOMEPHOMO YTOJILLEHHS
CTeHKM BPOHXOB W COCYA0B — 3/1EMEHTbI CHOPMHPOBAHHOIO
HeobpaTMMoro "coToeoro nerkoro”.

Hapsagy ¢ npusHakamu, xapakTep13ayoLmMMu HeobpaTu-
Mble PMOPO3HbIE U3MEHEHUS B IEFOUHOM TKaHH, Kak NpaBusio,
onpeaenaoTCa 3NeMeHTbl aKTUBHOro 0BpPaTMMOro naTosio-
rMYECKOro npoLecca B BUZE YTOJILLEHUS MEX0JIbKOBbIX Ne-
PEropofoK Y y4aCTKOB NOHWXKEHUS NPO3PaYHOCTH JIErOYHOM
TKaHu no Tuny "mMartoeoro ctekna" [25].

UccnepoBaHue cyHKLHUHU BHellHero AbixaHus. [pu
boaunneTuamorpaduu M Cnuporpauu pPerucTpupyercs
PECTPUKTUBHbBIN TUM HapyLUEHWH BEHTUNIILMOHHOM (PYHKLMU
nerkmx. Ymebluaetcs obwas emkoctb nierkux (TLC) v ee
cocTtaBnsiolme — xusHeHHas emkocTb (VC) 1 octatouHbii
obbem (RV). Mpwu atom Ha paHHen ctagun MDA VC mosxket
ObITb He M3MeHeHa, a ymMeHblueHre TLC npoucxoauT 3a cuet
cHukeHust RV. Mokazatenn 6poHx1anbHOM NpoxoauMocTy
(o6vem Bblgoxa 3a nepsyto cekyHay — FEV,, dhopcuposarHas
YKHU3HEHHas eMKOCTb fierkux — FVC) MoryT 6bITb 3HAUMTEIBHO
cHWxeHbl. OfHaKO 3TO CBSA3aHO C YMEHbLUEHWEM CTaTU4ec-
KUX leroyHbix obbemos — nokasatenb FEV, /FVC ocTaetcs
HOPMaJibHbIM, a Yalle yBe/IMYMBaeTCcs.
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Bonee paHHWMHK ABNStOTCA HapyLleHUs AUDY3UOHHOM
cnocobHocTh nerkux (DLCO). Cuukenne DLCO pervctpu-
pyetcs elie A0 YMEHbLUEHWS! CTATUCTMUECKUX OOBEMOB W
CBSA3@HO C YTOJILLEHHWEM aJIbBEOIO-KAMWJI/IIPHON MEMOpPaHDI.
Ha 6onee nosgHux ctaguax Hapylwerus DLCO obycnoeneHbl
TakKe obefHEHWEM MUKPOLMPKYISAPHOrO pycsia B CBSA3M C
pubposom.

BaykHbIM MeTOQOM B paHHeW AUarHOCTUKe, OLeHKe adp-
(heKTUBHOCTU Tepanuu U NporHo3uMpoBaHuu TeueHuss MDA
SIBNISIETCS METOJ, PErMCTPALMU U aHa/IM3a KPUBOW AaB/ieHue —
obbem (compliance-uccnenosaHue) ¢ pacyeTom nokasare-
Nlel CTaTUYecKoW U OMHAMUUYECKOW PaCTS>KUMOCTHU JIErKMUX
(Cstat 1 Cdyn). Y>ke Ha paHHUX cTaauax 3abonesaHus Cstat
u Cdyn ymeHbluatotcs B 3—4 pasa. HapyweHus anactuuec-
KMX CBOWCTB JIerKWx OBOYC/IOB/IMBAIOT MOBbilEeHHWe paboTbl
[bIXaHWS$i, 4TO B YCJTIOBUSIX TMIMOKCEMUU MPHUBOLMT K (PYHKLIMO-
Ha/IbHbIM PacCTPOMCTBAM WHCMMPATOPHOW MYCKynaTypbl
(ymeHblueHue nHgekcos Pl max v PO. 1 okknio3voHHoM crnu-
pPOMETPHH).

la30BbIM COCTAaB U KUCNIOTHO-OCHOBHOE COCTOSIHUWE
KpoBu. Ha paHHux ctagusax MDA runokcemus Habnogaetcs
TO/bKO NPH HarpysKe, No Mepe NporpeccMpoBaHust 6one3Hu
YMeHbLUEeHWe HacbilueHHUs KpoBK kucnopopom (Sa0,) peru-
CTPUPYETCS U B COCTOSIHUM Nokosi. XapakTepHbiM ans DA
ABNIAETCA CHWKeHWe HanpshkeHus yrnexkucnoro rasa (PaCo,)
W KaK CNieCTBUe — PECnMPaTOPHbIH aNikasiosd. ITo 0bbsicHAET-
csi TeM, uTo pacteopumocTs CO, B Membparax B 20 pa3 npe-
BbilLAeT aHasorvyHbii nokasatens ana O,. B ceasu ¢ atum
Jaxke NpW 3HA4YUTESIBHOM YTOJILLLEHUH asIbBEOJIO-Kanuaisp-
HoW MembpaHbl Andcbysns CO, He HapywaeTcs. Mpu atom
rMNOKCEMMUS, BCNIACTBUE HAPYLUEHWH AUPDY3UU KUCIOPO-
na, 0BYCNOBNMBAET Pa3BUTHE MMMNEPBEHTUNSALMH, 38 CYET YEro
NPOUCXOANT yBeNHueHHe BbiBefeH s 3 kposn CO.,.

He 6onee nosarux ctagusx UMA, scneactaue peayKLmm
MWUKPOCOCYAWUCTOrO pyc/a NIErkUxX U pacCTPOMCTB BEHTUIS-
LIMOHHO-NEPAY3UOHHbIX OTHOLLEHWH, y BonblunHcTBa 60sb-
HbIX Pa3BMUBAETCS rMNepKanHusl.

UccneposaHue GpoHXO0aNbBEONIIPHOrO naBaXka.
BpoHxonoruueckoe uccneposarue npu UOA He umeeT auar-
HOCTMYECKOrO 3HayeHus, a JIMlb MO COCTaBy WMIKOCTH
BpoHxoanbeeonspHoro nasaxa (BAJ1) noseonser oueHWUTb
aKTUBHOCTb npouecca B fierkux. [loBbileHWe KonuuecTsa
HenTpodunos (6onee 5 %) Habnmopaetcay 70—90 % 6onb-
Hbix. MoxkeT Taroke otmeuatbea (y 40—60 %) 303uHodbmms
BAJ1 (6onee 5 % Bcex kneTtok) nnm numcpoumtos (y 10—20 %).
CoueTaHue HelTpodhunesa 1 303uHodunnu B BAJI xapakTe-
PU3YeT BbIPaXKEHHOCTb asibTepaLnu U MOPONIacCTUHECKMX
NPOLECCOB, ABNAACH HEBNArONPUATHBIM MPOrHOCTUYECKUM
npusHakom [9, 11].

Mopdonoruueckas guarHoctuka. [ns mopdonoru-
UecKoM BepuHKaLMKY MOUOMATUYECKUX UHTEPCTULMANIbHbBIX
NHEBMOHMW# TpebyeTcs nonyyeHue LOCTAaTOUHO BosbLuMX 06-
pa3uUOoB JIErOYHOM TKaHH, YTO HEBO3MOXKHO MPU TPaHCOPOH-
XuasibHoW 6uoncuu. MNoaToMy OCHOBHBIMW MeTOfaMM Mosly-
UEHWs MaTepuana Afis YCTAHOBJIEHUSI LUarHO3a SBASOTCS
TOpaKocKonuueckas NMbo oTKpbiTas Guoncus nerkux [7].

Buoncua nerkux — BaykHEMLLMK 3/1€MEHT AUArHOCTUKH
NDA. Mpu aTom gomkHa 6biTb NOATBEPXKAEHA MOPONOrH-
yeckas KapTHHa OObIYHOW MHTEPCTULIMOHAIbHOM MHEBMOHMH
(UIP). B tabnuue 1 npefcrasnieHbl OPUEHTHPbI 411 MOPosio-
rMYECKOM IMarHOCTUKK MIMONATUYECKUX MHTEPCTULMOHASIb-
HbiX NHeBMOHMI [5]. MoapobHO rucToNnortyeckre NpUaHaKu
N®A npepncrtaBneHbl B pasgene "lMatomopdonorus” naHHon
cTaTbu.
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Mopdonorvyeckas UAEHTUDHUKALWUS HOUONATUUECKHUX
MHTEPCTULMOHANBbHBIX MHEBMOHWM TPyLHa, B CBSI3U C YEM
cneurasMcT-naToMopdoior B CBOeH paboTe LOMKEH YUHUTbI-
BaTb W KAWHWYecKWe faHHble. OCHOBHblE KIMHWKO-MOPO-
JIOTUYECKHE Pa3/ivumMs UAMONATUUECKUX MHEBMOHWM npej-
cTasnieHbl B Tabnuue 2 [9].

Bbibop onTuManbHbIx pasmMepos BUONTATOB W UMC/Ia LO-
Nel nerkux, noanexalumux GUoncu1, NPOBOAUTCA NPU YHaCTHH
nyNbMOHOJIOra, PEHTreHoora, natoMopdosiora U xupypra.
Ha atom atane gMarHOCTUKW BO3HUKAIOT AEOHTOOrMUECcK1e
BOMPOCbI, KaCaloLMecs OnpaBAaHHOCTH NPUMEHEHHS WHBa-
3MBHOTO MeToja WccnefoBaHus. [lns vx peluenus Bcerga
Hafo cpaeHWBaTb ywepb, HAHOCHUMbIA BOIBHOMY METOAOM

UccneqoBaHUsA, U BO3MOXKHblE NOC/eACTBUS HETOUHOMW Auar-
HOCTHUKM U OLIMOOK B NleHEHUH.,

Moka3aH1a K MCNONb30BaHWUIO BUOMNCHK NErkoro:

— HEeBO3MOXHOCTb YCTaHOBNEHUs AuarHo3a Oe3 ee
NpPUMEHEHHUS;

— HeobxoauMocCTb Bbibopa Tepanuu;

— OTCYTCTBWE NPHU3HAKOB "COTOBOrO NIErKOro" — KOHeu-
HOM tha3bl GONbLUIMHCTBA MHTEPCTULMA/IbHBIX 6ONE3HEN NIErKKX.

JleueHue

MdyHaaMeHTanbHble NOAXOAbl K JiedeHUo BOosbHbIX
MMA, ocHoBaHHble Ha MPUHLMMNAX arpecCUBHOM MPOTUBO-
BOCMa/IMTE/IbHOM Tepanun, OCTalTCA HEM3MEHHbIMH Ha Npo-
TskeHuu nocnegrux 30 ner.

Ta6auua 1

F'cTonoruyeckue NPpU3HaKU Kak OPUEHTUPbI Al AHArHOCTUKH WAWONATHYECKUX HHTEPCTULIHANbHbIX MHEBMOHHMIA [5]

Bua nHeBMOHMM

['McTonornyeckue
XapaKTepPUCTHKK O6bluHas [JlecksamatuBHas OcTpas Hecneuudmueckas
(UIP) (DIP) (AIP) (NSIP)
Pacnpepnenexue uameHeHum OuaroBoe, HepaBHoMepHoe,  [udbdpysHoe, IudbchysHoe, paBHOMepHOe [udbcpy3Hoe,
yacto cybnnespasbHble paBHOMepHoe paBHOMepHoe
ouaru
J[laBHOCTb U3MEHEHMI Pasnuynas* OpHa v Ta xe OpHa v Ta e OpHa v Ta xe

B manom kon nyectee,
o4yaroeoe

BocnaneHue B anbBeonsipHbIxX
neperopogKax

DubPo3 KOINAreHoBOro Tvna TunuueH, oyaroBsbiu

B manom konuuectee

BbipakeH B pasHoi
cTeneHu, auddy3Hbli

B manom konuyectee BbiparkeHHOe

OrcytctByet BbipaykeH B pasHoi

cTeneHu, Auddy3Hbii

Mponudepaums cprbpobnactos  OB6bIHHO UMEIOTCS (HOKYCbI Orcytcreyer [udbdpyaHasi, HTEpCTULMaNbHas Penxwe dokycol
ubpobnacros ubpobnacros

HakonneHue makpodaros B MHorpa, ovarosoe IudpcpysHoe Her MHorpa. PacnonoxeHbl

anbeeonax dhokanbHO

MuKpOCKONUYECKHe CTPYKTYpbI, XapaKTepHbl Q6bIuHO UX HeT Her O6bI4HO OTCYTCTBYIOT

HanoMM1HaloLLMe NYeUHbIE COTbI

anuHoBble MeMBpaHbl OrcytcraytoT OrcytcrtBytoT MHorpa. MokasbHo pacnoniokeHbl.  OtcyTcTBYIOT

* Pa3nnuHas [ABHOCTb YKa3biBaeT Ha TO, YTO NPOLECC NPOTEKan U BO30OHOBNANCS B TEUEHUE LJIMTENBHOTO BPEMEHU. TMCTONOMMYECKHU Ha 3TO yKa3blBaeT
CMECb OCTPbIX M3MEHeHH (06bIYHO hOKyCbl hrBPOBNACTOB) CO CTapbIMU WM HEAKTUBHBIMU M3MEHEHUAMMU (KONNnareHoBoe pybLeBaH1e U U3MEHEHHA NO

TUMY MYESIUHBIX COT).

Ta6auya 2

OcHOBHble KNTMHUKO-MOpolIorHHecKHe pasniMuus HAMONATUYECKMX MHTEPCTULMANIbHbIX MHEBMOHHWH [9]

Hosonornueckas
OcHoBHble MOPhOIOrMYecKUe NpU3HaKK
copma
Ob6biuHast TMcTonornyeckue naMeHeHus Hanbonee BbipaXKeHbl B
MHTEPCTUUMAIbHAS  NEPUAEPHUECKHMX CYOMIEBPasIbHBIX 30HAX JIErKHX.

nHeBMoHus (MDA) YepepoBaH1e 30H HOPMaJIbHOrO JIEFKOTO, UHTEPCTH-
LMasibHOro BOCnasieHus, hubposa, npordepalmm

pubpobnacrtos, "cotoBoro erkoro”.

[lecksamarusHas BHyTpuanbeeosisipHoe cKonneHWe Makpodaros (Moxer

MHTEPCTULMANbHAS 6bITb ¥ BOKPYF PECMMPATOPHbIX BPOHXHO).

NHEBMOHHS MHTepcTuumanbHoe BocnaneHne — nMMAOLUTbI
nnasmaruyeckue Knetku. Ouerb mano ubposa.
HeaHauuTenibHO ynioTHEHbI a/IbBEOISIPHDIE CTEHKM.
HeT HapyLueHWs NerouHon apXMTEKTOHUKH.

OcTpas AKccypaTMBHas, nposudepaTeHas U mbpoTryeckas

UHTEPCTULMANbHAS hasbl AUY3HOrO a/IbBEOSISIPHOTO MOBPEXKAEHMS.

MHEBMOHHS

(cuHapom

XammeHa-Pwua)

Hecneunduueckas ['oMoreHHoe pacnpocTpaHeHHe UHGHIbTPaLMK U
UHTEpPCTHUMANbHAs  dnbposa. MoxkeT BbiTb MesKooYaroBasi AMCCEMUHALIMS.
NHEBMOHUA 30HbI "cOTOBOroO fierkoro” — peako.

KnuHuueckue NPU3HaKu

[MocTeneHHoe Havasio. HenpoayKTHBHbIN Kallesib, He KOHTPOIMPYEMbIN
npoTHBOKaLeBbIMK cpeacTeamu. Oppiwka 6onee 6 Mec — rnaeHbii
MHBaNIMAMU3UPYIOLWMIK cumnToM. "LlennodaHoBbie” Xpurbl B HAKHUX
neroutbix 3oHax (80 %). "BapabanHbie nanoukn” (25—50 %).

Pepnko Bctpeuaetcs. Bonetot KypunbLimky B Bo3pacte 40—50 nert.
MopocTpoe Hauano (Hepenu, Mecsubl). PentreHonornuecku: B aebiote
60ne3tn Hopma y 20 %, B pa3BepHYTOM CTaAUH — B HWXKHUX U CPEA-
HUX 30Hax "MatoBoe cTekno". ®B/: pectpukums. 10-neTHsAs BbPKUBae-
mocTb 6onee 70 % (BakHa CBOeBpeMeHHas AMarHoCTHKa).

Hauano octpoe (gHu, Hegenu). PecnupatopHasi cumntomMarika conpo-
BOXKAAeTCA nMxopankon. KaptuHa aHanorniHa ocTpoMy pecnyparop-
HOMY AUCTpecc-cuHApoMy. PeHTreHonoruyecku: auddysHbie
[BYCTOPOHHWE TEHW, NPEUMYLLECTBEHHO CyBnneBpasibHble. OB/
PECTPUKLMA C TMNOKCEMHEN U AbIXaTE/IbHOM HEAOCTATOYHOCTBIO
CmeptHOCTb > 60 % B TeueHun 6 mec.

Knunuka aHanorvuHa UMA (ogbilika v Kallesib — Mecslbl, rofpl).
OB/I: pectpukuusi. PeHTreHonornyecku: AByCTOPOHHHUE
PETUKYIAPHbIE U OYaroBble TEHU NPEUMYLLECTBEHHO B HUXKHUX
NeroyHbix 3oHax. OBbluHO XOpoLuKWi oTBeT Ha Tepanuto [KC.
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Ta6auya 3
PekomeHpaunu ERS u ATS no neuenuio 6onbHbix UPA [10]

Kopmukxocmepoud (npedruzonor unu axnanoe 8 skBuBaneHmroli doze)
0,5 Mr/Kr maccbl Tena B AeHb

nepopasibHo B TeyeHue 4 Hefenb

0,25 Mr/Kkr B fieHb B TeueHue 8 Hepenb.

MocreneHHoe cHxenue go 0,125 mr/kr B gexb wau 0,25 mr/kr uepes
LeHb.

MaocC

AsamuonpuH

2—3 Mr/Kr B ieHb

MakcumanbHas gosa — 150 Mr B geHb.

JleyeHune HauuHatoT ¢ 25—50 Mr B feHb, yBennumBas fo3y Ha 25 Mr
Kakaple 1—2 Hefenu [0 JOCTUXKEHWUS MaKCUMaslbHOM [03bl.

N7

Luxnogpocgpamud

2 Mr/Kr B feHb

MakcumanbHas nosa — 150 Mr B geHb.

Jleyenune HauuHatoT ¢ 25—50 Mr B feHb, yBennumBas fo3y Ha 25 Mr
Kakaple 1—2 Hefenu [0 AOCTUXKEHWUS MaKCUMaslbHOM [03bl.

Tepanus posmkHa npogomKkaTbes Kak MHUHWMYM 6 MecsiLes.

O PheKTUBHOCTb ONPESENAETCS HA OCHOBE OLLEHKWU CUMMTOMOB, PEHT-
FEHO/IOMMUECKUX U (DU3UONIOTMUECKHX AaHHbIX. Heobxoaum TiatesbHbIk
MOHMTOPMHT 3a NOBGOYHBIMK 3dhcheKTamMu Tepanuu.

Ta6auya 4
OueHka 3pheKTUBHOCTH NneueHns 6onbHbix UDA [10]

KnuHuueckoe ynyyuieHue

Hanuune He meHee ABYX crefytowmx KPUTEPHUER B TEHEHWE ABYX
NoC/Ie[0BaTe/bHbIX BU3WUTOB B NepHUog, oT 3 o 6 MecsLeB neyeHus:
Cumnmombl: YMeHbLUEHWe CTeNeHW OAbILIKW U TSHKECTH Kalss
Paduonozus: YMeHblUeHUE NAaPEHXMMATO3HbIX U3MEHEHWH MO AaHHbBIM
peHTtreHorpadgpuu unu BPKT nerkmx

Quszuonozus: Ynydwerve, onpesensieMoe HaJluMeM He MeHee ABYX
CIeLYIOLUX KPUTEPHEB:

> 10 % ysenuuenne TLC uan FVC (MuHumym 200 mn)

> 15 % ysennuenne DLCO (MuHumym 3 M /MuH /MM Hg)
3HaunTenbHoe ynydlieHue (= 4 Y%-eauHn, = 4 mm Hg) Sa0, unm PaO,,
M3MEPEHHbIX MPH NPOBEAEHUHU TECTa C (PU3UYECKOW Harpy3KOH

KnuHuueckas crabunusaums

Hanuune He MeHee ABYX CnefyloWMX KPUTEPUER B TEYEHHe ABYX MOC/Ie-
[oBaTesibHbIX BU3MTOB B Nep1of, oT 3 4o 6 MecsLes neyeHus
Cumnmomsi: HeT 3Hau1TENbHbIX M3MEHEHHH

Paduonoeus: Het 3HaunTe IbHbIX U3MEHEHWI

Qusuonoeus: Ctabunusaums, onpeaensemMas HaMiMeM He MeHee [ByX
CneayloLmMx KpUTepHes:

< 10 % u3mereHue TLC man FVC

< 15 % un3amerenve DLCO

Het 3HauntenbHbix namerenuit Sa0, u Pa0,, uamepeHHbIX npu npose-
JIeHWM TecTa C (PU3UUECKOM Harpy3KO

OrtcytcTBue apekTa (nocne 6 mecsiueB Tepanum)

Cumnmomoi: YBENMYEHNE CTEMEHU OfBILIKW W TSHPKECTH Kall/isi, HE CBA3aH-
HOe C OpYyrMMu dhakTopamu

Paduonozus: YeenuieHue napeHXMMaTo3HbIX W3MEHEHUHM MU MPU3HA-
KOB "'COTOBOrO JIEFrKOro", Uinu NPU3HAKOB JIEFOYHOW FMNEPTEH3WU, NO
OaHHbIM peHTreHorpaduu unm BPKT nerkux

Quszuonozus: Yxyplenue, onpefensieMoe HaIMUUEM He MEHee [ByX
C/IeLYIOLWNX KPUTEPHEB:

> 10 % ymeHbluenune TLC unm FVC

> 15 % ymeHblienre DLCO

3HauutenbHoe yxyawenue (= 4 %-egunuu, = 4mm Hg)

Sa0, nnn Pa0,, nsmepeHHoe Npu NposeaeHHH TecTa ¢ h3UHECcKoM
Harpy3kom

BPKT — komnbtoTepHasi ToMorpacusi BbICOKOroO pa3peLleHus
DLCO — paudpdpy3roHHas criocobHOCTb JIEFKMX MO OKCUAY yriepopa
FVC — copcupoBaHHas >Ku3HeHHas EMKOCTb JIErKUX

PaO, — Hanps>keHHe apTepHanbHOM KPOBM KMC/IOPOAOM

Sa0, — HacbilieHHe apTep1asbHON KPOBH KUCIOPOAOM

TLC — obuwias eMKOCTb Nerkux
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ntokokopTtukoctepounapl (FKC) v uutocrtatkn — oc-
HOBHbIE KOMMOHEHTbI NieueHust 6osbHbIX UDA, HecMoTps Ha
TO, UTO Yy BOJIbLIEN YACTH NALMEHTOB 3T Npenapatbl He OKa-
3bIBAIOT CYLLECTBEHHOMO BJ/IUSHUSI Ha NPOAOJIKUTENIBHOCTD
»M3HU. [lo HACTOSALLETO BPEMEHH €LLEe HET CPEACTBA, CNOCOD-
HOrO OCTAHOBWTb BOCMA/IMTE/NbHbIM MPOLECC WU NMPOLECChI
prbposuposanusa npu MDA,

MpuHsaTo cuntatb, uto y 10—40 % 6onbHbix MDA Ha-
yanbHas Tepanus c ucnonb3zosaHuem KC npusogut K uac-
TUYHOMY YyulLeHuto cocTosiHua [ 12]. BonblumnHcTBO Cneuuma-
JIUCTOB peKoMeHayeT Bbicokue Ao3bl [KC: nepopanbHo 1 Mr
npeaHU3o/1oHa Ha 1 Kr macchl Tena. JTy 403y Ha3HadyaloT B
TedeHue 2—4 Mec C NOCNEAYIOLLUM CHUXKEHUEM [IO NoAnep-
>kuBatower — 15—20 mr /cyt. Llutoctatnctnueckas tepanus
(uMKohocdammua 1 asaTMonpHrH) NpUMeHsNach paHee y 60b-
Hbix MDA, y koTopbix oTcyTcTBoBas oTBeT Ha [ KC-Tepanuio,
Y NaLMEHTOB C OC/IOXKHEHUSIMU U/TW BbICOKUM PUCKOM OCJIOK-
Henui oT FKC. B HacTosLLEee BpeMs CUMTAIOT YTO KOMOWUHUPO-
BaHHoe nieueHre NKC u uuTocTatikamu noebiwaeT 3PeKTUB-
HOCTb W OLHOBPEMEHHO MO3BOJISET CYLLECTBEHHO CHWU3WTb
CyMMapHble [03bl Tex U apyrux npenapartos. E. W. LLiImenes
[9] pekomeHmyeT npumeHeHuwe 15—25 mr npegpHusonoHa
exkegHeBHo 1 200 Mr umknodocdaHa 2 pasa B Hegento.

B tabnvue 3 npuBepeHbl peKoMeHZauMH Mo JIeHeHUto
60/bHbIX, U3NIOXKEeHHble B cornaweHun ERS u ATS no UDA
[10].

SdphekTUBHOCTb NpenapaTos, TOPMOIALLUX CUHTES KOJI-
nareHa v pubposuposaHue (D-neHUUMANAMUH, KOJIXHLMH,
UHTEeP(EPOHbI), A0 HACTOSILLLErO BPEMEHH He fokasaHa [12].
Cnepyet oTMeTUTb yTO D-neHuuMnNaMuH (KynpeHun), LMpo-
KO NMPUMEHSIBLUMICS paHee, Bosiee YeM y NOMOBHUHbI BOBbHBIX
BbI3blBaeT cepbe3Hble NobouHble achdekTbl [6], KOoTopbie no
TSXKECTH TeUEHHUs KOHKYPUPYIOT C OCHOBHbIM 3aB0s1eBaHHUEM.

PesynbTtathl neyeHus OLEHUBAIOTCS HA OCHOBE KJIMHW-
UECKMX, PEHTTEHONIOTMUYECKHUX U (DYHKLMOHAbHbBIX AaHHbIX.
B Ttabnuue 4 npencraBneHbl KPUTEPUH OUEHKH 3PHEKTHB-
HOCTH Tepanuu 6obHbix DA, paspaboTaHHble aKcnepTamu
ERS n ATS.

Mo mepe nporpeccupoBaHus UDA HapacTatloT aBaeHus
JIErOYHOM HELOCTAaTOYHOCTU WM XPOHWYECKOTO JIEFOYHOTO
cepaua, uto TpebyeT COOTBETCTBYIOLLEN Tepanyy.

B 3ak/oueHWe cnepyet OTMETUTD, UTO 3PPEKTUBHOCTb
neueruns 6onbHbIX MDA npeskae BCero 3aBUCMT OT CPOKOB
Hauana TepanuM — Ha3HayeHWe NPOTMBOBOCMA/IUTENIbHBIX W
LMTOCTaTUUECKUX CPELCTB Ha paHHen cTaguu 3aboneBaHus
CYLLECTBEHHO MOBbIWAET 3NPEKTUBHOCTD JIEUEHHUS U YIyY-
LaeT NporHo3. B ceasm ¢ aTum Hanbonee BaxkHOM 3ajavuent B
HacToslLLee sBAsieTCs paHHAs auarHoctvka MDA, uto B cBoto
ouepefb 0bycnoBNMBaeT HEOHXOAUMOCTb MOBbILLEHWS YPOB-
H$l 3HAHWK MY/IbMOHOJIOTOB, TEPANEBTOB M PEHTIEHO/IOrOB 06
3TOM TSKENOM 3a00/1eBaHMM,

JIUTEPATYPA

1. Aspeesa O. E. [loknap Ha KOHepeHUMH MO MAWONATUYECKOMY
anbseonuty // Mynbmononorus. — 1991. — Ne1. — C. 10—16.

2. BunoepadoBa [. H., AmocoB B. U., UnekoBuy M. M. Upnonatuuec-
KM (pMOPO3HPYIOLLMI aNbBEOSIUT: BO3MOXHOCTU KOMMbIOTEPHOM
TOMOrpacuu B NepBUUYHOM Pacno3HaBaHWKW U YTOUHEHWU CTafuK na-
Tonoruyeckoro npouecca / / NMynomoronorus. — 2003. — Ne 3. —
C. 54—58.

3. UnokoBuy M. M., HoBukoBa /. H., KopoaneBa M. I'. Upnonatuueckum
hUBPO3UPYIOLLMI aNbBEOIUT: MPOTUBOPEUHS B COBPEMEHHbIX NPesc-
Taenenusx / / MNynomononorus. — 2003. — Ne 3. — C. 98—101.

4. Koean E. A., enveur B. B., >Kak . KnuHnko-mopdhonornyeckue u
MonieKynsapHo-6ruonoruieckue ocobeHHOCTH WMAMONaTHYECKOro
hp1BpPO3MpYIOLLEro aNbBEONNTA U CapKoMo3a Nerkux / / Apxue na-
tonorun. — 2000. — T. 62, Ne 6. — C. 32—37.



NMEPEOOBA CTATTA

11

20.

21.

22.

23.

24.

25.

Hecneyuguyeckas uHTepcTULManbHas NHEBMOHUSA U ApYrue WAWo-
naTMyeckue WHTepCTULMabHble MHEBMOHUM: KNacCUOUKaLMUS U KpU-
TepuH AUArHOCTHUKK: No MaTepuanam ctatbh AHHa-Jlyns A. KatueHc-
TaWH, kedcppu J1. Maiiepc (CLUA, The American journal of surgical
pathology) // MexgyHapogHbii Meg. XXyprnan. — 2003. — T. 6,
Ne 3. — C. 244—246.

lTymoB H. B., UnekoBuu M. M. Dubposupytoime anbBeonnTbl. —
Mocksa: MeguumHa, 1986. — 168 c.

Pe6poB A. I1., lNonomapeBa E. (0., YecHokoBa E. B. Uaunonatnuec-
KUK (hrOPO3UPYIOLLMI aNbBEONUT B NpaKTUKe Tepanesta // Knnuu-
yeckas meguunHa. — 2002. — Ne 9. — C. 63—65.

Yyuanun A. I. WUpnonatnueckuit nerouHbld cubpos // Tepanesr.
apxuB. — 2000. — Ne 3. — C. 5—12.

LUmeneB E. M. Upnonatnueckuit cmbposupytowwmii anbseonut // At-
Mocdpepa. [ynbmoHonorus u annepronorus. — 2004. — Ne 1. — C. 3—8
American Thoracic Society, European Respiratory Society. Idiopa-
thic pulmonary fibrosis: diagnosis and treatment. International
consensus statement // Am. J. Respir. Crit. Care Med. — 2000. —
Vol. 161. — P. 646—664.

BAL Findings in idiopathic nonspecific interstitial and usual intersti-
tial pneumonia / Veeraraghavan S., Wells A. U., Pantelidis P. et al.
// Eur. Respir. J. — 2003. — Vol. 22. — P. 239—244.

Brown K. K. Current management of idiopathic pulmonary fibrosis
and predictors of outcome // King T. E., ed. New approaches to
managing idiopathic pulmonary fibrosis. — American Thoracic
Society, 2000. — C. 21 — 26.

Coultas D. B., Zumwalt R. E., Blak W. C. The epidemiology of inter-
stitial lung diseases // Am. J. Respir. Crit. Care Med. — 1994. —
Vol. 150. — P. 967—972.

Daniil Z. D., Gilchrist P. C., Nicholson A. G. A histologic pattern of
nonspecific interstitial pneumonia is associated with a better prog-
nosis than usual interstitial pneumonia in patients with cryptogenic
fibrosing alveolitis // Am. J. Crit. Care Med. — 1999. — Vol. 160. —
P. 899—905.

Gross T. J. |diopathic pulmonary fibrosis // N. Engl. J. Med. —
2001. — Vol. 345, Ne 7. — P. 517—525

Hamman L., Rich A. R. Fulminating diffuse interstitial fibrosis of the
lungs // Trans. Am. Clin. Climatol. Assoc. — 1935. — Vol. 51. —
P. 154—163.

Hamman L., Rich A. R. Acute diffuse interstitial fibrosis of the lung
/ / Bull. Johns Hopk. Hosp. — 1944. — Vol. 74. — P. 177—204.
Hartman T., Primack S., Swensen S. Disease progression in usual in-
terstitial pneumonia compared with desquamative interstitial pneu-
monia assessment with serial CT // Chest. — 1996. — Vol. 110. —
P. 378—382

Katzenstein A — L. A., Myers J. L. ldiopathic pulmonary fibrosis.
Clinical relevance of pathologic classification. State of the art. //
Am. J. Respir. Crit. Care Med. — 1998. — Vol. 157. — P. 1301—1315.
Leslie K. O. The pathology of idiopathic pulmonary fibrosis // King
T. E., ed. New approaches to managing idiopathic pulmonary fibro-
sis. — American Thoracic Society, 2000. — C. 8—13.

Liebow A. A., Smith D. E. New concepts and entities in pulmonary
disease // von Liebow A. A., ed. The lung. — Baltimore: Wilkins,
1968. — P. 27—45.

Liebow A. A. Definition and classification of interstitial pneumo-
nias in human pathology // Prog. Respir. Res. — 1975. — Ne 8. —
P. 1-31.

Scadding J. G. Fibrosing alveolitis // Br. Med. J. — 1964. — Ne 2. —
P. 686.

Schwartz D. A. Epidemiology, morbidity, mortality, and familial dis-
tribution of idiopathic pulmonary fibrosis // King T. E., ed. New
approaches to managing idiopathic pulmonary fibrosis. — American
Thoracic Society, 2000. — C. 1—7.

Rughu G. Evolving definition and approach to diagnosis of idio-
pathic pulmonary fibrosis // King T. E., ed. New approaches to ma-

26.

217.

naging idiopathic pulmonary fibrosis. — American Thoracic Society,
2000. — C. 14—20.

Thabut G., Fourner M., Collard H. R., Brown K. K. Prognosis in idiopa-
thic pulmonary fibrosis // Am. J. Respir. Crit. Care Med. — 2004. —
Vol. 169, Ne 9. — P. 1075—1076

Travis W. D., Matsui K., Moss J. ldiopathic nonspecific interstitial
pneumonia: prognostic significance of cellular and librosing pat-
terns: survival comparison with usual interstitial pneumonia and
desquamative interstitial pneumonia // Am. J. Surg. Pathol. —
2000. — Vol. 24. — P. 19-33.

UWAUONATUYECKUHA ®UBPO3UPYIOLLUHN
ANbBEOJIUT KAK OAHA U3 ®OPM
UWAUONATUYECKUX UHTEPCTULLMANIbHBIX
NHEBMOHUH

0. U. Dewenko, B. K. laBpuciok,

H. E. Moroeapo@Ba, A. Y. Auruk

Pesome

B cratbe npepcraBneHbl OCHOBHbIE MOIOXKEHWs MEXAYHAPOL-
HOro cornaweHusi, paspabotaHHoro akcneptamu Esponeiickoro
pecnupatopHoro obuiectsa 1 AMepUKaHCKOro TopakasibHoro ob-
LLLeCTBAa, O COAePIKaHUU MOHATUS "MAUONATUUECKHUIM NeroUHbIN (hrb-
po3", UMeHyeMoro B Hallel CTpaHe TEPMWHOM "WAMONaTUYECKHUH
ubposupytowmi anbseonut (MDA)", ¢ No3UUMH KIIMHUKO-MOP-
(hOSIOrMUECKON XapaKTEPUCTUKKU 3aD0/IeBaHUs; NPUHLMNAX auar-
HOCTUKM U nedeHus. B cooteetcTBuu c cornawervem, MDA asnser-
csl ofHOM M3 Haubonee pacnpoctpaHeHHbix (6onee 90 %) dopm
MAMONATUUECKUX WHTEPCTULMA/IBHBIX MHEBMOHWM C FUCTONOrMYec-
KMM NaTTepHOM OObIYHOW MHTEPCTULMANbHOM MHEBMOHUMW. Takue
K/IMHUKO-MOP(OIOTMYECKHE BapHUaHTbl, KaK LeCKBaMaTUBHas WH-
TepcTULManbHasi MHEBMOHHS, OCTpasi MHTEPCTULMA/IbHAsA MHEBMO-
HUs (cuHOpoM XamMmeHa-Puua) v Hecneuudmryeckas MHTEpPCTULM-
anbHas MHEBMOHMSI, B HACTOsILLEE BPEMSI CUUTAIOTCS OTAE/bHbIMU
HO30J/I0rMYeCKUMU chopMamu (B cymme cocTasnisitoT He 6onee 10 %
BCEX C/ly4yaeB WAUOMATUYECKUX MHTEPCTULMAIbHBIX MHEBMOHUK).

B anarHoctuke MDA B KOMNeKce C KAUMHUYECKUMU MeToda-
MW UCCNEefOBaHWA Beayllee 3HaYeHUe UMEIOT BUOMCUS IErKOro U
KOMMblOTepHasi TOMOrpadusi BbICOKOro paspelueHusi. B nedenuu
PEKOMEHAYETCS UCNO/b30BaTb KOMOUHALIMM FIIOKOKOPTUKOCTEPOHU-
[LOB C LMTOCTATUYECKUMU CPEACTBAMM.

IDIOPATHIC PULMONARY FIBROSIS AS
A FORM OF THE IDIOPATHIC INTERSTITIAL
PNEUMONIA

Yu. | Feshchenko, V. K. Gavrisyuk,

N. E. Monogarova, A. I. Yachnik

Summary

The article presents major issues of international consensus
(considering clinical and morphological features, diagnosing and
treatment of the disease), developed by experts of American
Thoracic Society, regarding a term "idiopathic pulmonary fibrosis",
which is known in our country as "idiopathic fibrousing alveolitis"
(IFA). According to consensus IFA is one of most prevalent forms
of idiopathic interstitial pneumonia. Such the clinical-histological
variants as desquamative pneumonia, acute interstitial pneumonia
(Hammen-Rich syndrome) and unspecified interstitial pneumonia
are presently considered the separate nosological forms (less than
10 % of all idiopathic interstitial pneumonia cases).

Among other clinical methods, used for diagnosing of IFA, a
lung biopsy and high definition computed tomography play an
important role. In treatment of patients it is recommended to use
combinations of corticosteroids with cytostatics.
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