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[pencraBieHbl COBpEMEHHBIE IMOIXObI K TUATHOCTUKE M T€PaUK MANOMAaTUIECKOro JerouHoro ¢pubposa (MJID). KinHuueckue pekoMeHaa-
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T'MM CIeLMaICcTaM, OPraHM3aTopaM M SKCIIEPTHBIM OPraHU3alMsIM MPAKTUYECKOTO 3APaBOOXPAHEHUSI.
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Summary

This article contains clinical guidelines and current approaches to diagnosis and treatment of idiopathic pulmonary fibrosis (IPF). The aims of devel-
opment this guidelines were to improve early detection and efficacy of pharmacological and non-pharmacological therapy of IPE Achieving these
goals indicates improvement in medical care quality for these patients. These guidelines are intended to pulmonologists, therapeutists and other
medical specialists, healthcare managers and other healthcare providers.
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MeToabl NOArOTOBKM, KA4ECTBO [0KA3aTENbCTB
1 CMNa PeKOMeHpaLmi

MeTopbl, ucnonb3oBaHHble Ang cOopa / cenekummn
A0KA3aTeNbCTB: MOUCK B 3NEKTPOHHbIX 6a3ax AaHHbIX

Onucaxne MeTo40B, COIb30BAHHBIX
Ans coopa / cenekumm [oKa3aTenbCTs

JlokazaTenbHOi1 6a30ii st KilmHnyeckux peKoMmeHaauui
SBIISIIOTCS MyOaMKaiuu, Boluedmne B KokpaHOBCKYIO
6ubamoTeKy, 6asel fTaHHBIX EMBASE 1 MEDLINE. Iny-
OMHa TTOMCKA COCTaBIIsIIa 5 JIeT.

MeTOJJ,bI, Ucnosib3oBaHHbIe ANf aHann3a AoKa3aTesibCTB:

*  0030pbI ONyOJMKOBAHHBIX METaaHAJIU30B;
*  CHCTeMaTH4YeCKHe 0030phI ¢ TAOIMIIAMU JOKa3a-
TEJILCTB.

Onucaxne MeTOA0B, UCMONb30BAHHBIX
Ang aHanu3a nokasaTenbCTB

IIpu orbope myOAMKaIMil KaK MOTeHLUATIbHBIX UCTOY-
HUKOB J10Ka3aTeJIbCTB MCITOJIb30BaHHASI B KaXKIOM HC-
CJIEIOBAHUM METOMOJIOTUS U3y4daeTcs ISl yOemnuTelb-
HOCTH B €€ BAIMIHOCTH. Pe3ybrat u3ydeHus BIUsICT Ha
YDPOBEHb J10Ka3aTeJIbCTB, NIPHUCBAaBacMbIil ITyOIUKAIIUH,
YTO, B CBOIO OYepPEeb, BAUSIET Ha CUJIY BBITEKAIOIINX U3
Hee PEKOMEHIALIUA.

Metonosoruueckoe u3ydyeHue Oas3upyeTcsl Ha He-
CKOJIBKMX KJTIOUEBBIX BOIIPOCaX, KOTOPhIe CHOKYCHUpoBa-
HbI Ha TeX OCOOEHHOCTSIX AU3aiiHa UCCaeI0BaHMSs, KOTO-
pble 0Ka3bIBAIOT CYLIECTBEHHOE BJIMSIHUE HA BaJIUAHOCTh
PE3yIBTaTOB U BBIBOIOB. DTU KIIOUEBBIC BOIIPOCH MOTYT
BapbUPOBATLCS B 3aBUCMMOCTM OT TMIIOB HCCJIEIOBa-
HUM W TIPUMEHSIEMBIX BOIPOCHHWKOB, WCITOJIb3YeMBIX
IUIST CTAaHOAPTU3allMK Tpolecca OLIEHKU IMyOIuKalurii.
HUcnons3oBan BonpocHnk MERGE, paspaboraHHbIit
U TIpEAHA3HAYEHHBIN U NETAIBHOW OUEHKUA U auar-
Tallid B COOTBETCTBUU C TpeboBaHUsIMU Poccuiickoro
pecriupatopHoro o6iectsa (PPO) nng cobaropeHus
ONTUMAJILHOTO OaJlaHCca MEXKIy METOIOJIOTMIECKOI CTPO-
TOCTBIO I BO3MOXKHOCTBIO TTPAKTUYECKOTO MPUMEHEHUS.

Ha mpouecce onileHKM, HECOMHEHHO, MOXKET CKa3bl-
BaTbCsl U CYOBEKTUBHBIN dakrop. IS MUHUMU3ALUU

MOTEHIMAJIBHBIX OIIMOOK KaxKIoe MCCIeIOBaHHE Olie-
HUBAJIOCh HE3aBMCUMO, MO MEHbIIIEH Mepe ABYMS He3a-
BUCUMBIMU wieHamu paboueii rpynmnbsl. Kakwue-nnubo
pasIuyusl B OLIEHKAX OOCYXKIAJlMCh yXKe BCell IpyIioi
B IOJIHOM cocTaBe. [Ipu HEBO3ZMOXHOCTU HOCTHXKEHUS
KOHCEHCyca MPUBJICKAICS He3aBUCUMBIA 9KCIEPT.

TaGma ypoBHeii noka3areiabcTB (Tadu. 1) 3amonmHs-
JIach WwieHaMu paboyeid TpynIibl.

MeTogabl, UCMONb30BaHHbIE ANS GOPMYAUPOBAHUS
pekoMeHaaLmii

KoHceHcyc 3kcrnepToB.

MeTopbl, MCNONb30BaHHbIE 415 OLLEHKN KayecTBa
1 CUJbl PeKOMEHAaLMIA:

* KOHCEHCYC 9KCIEPTOB;
* OILIEHKA 3HAYMMOCTU B COOTBETCTBUU C PEUTUHIOBOI
cxemoit (Tabur. 2).

WHpukaTopbl 400POKa4eCTBEHHOM NPaKTHKN

Pexomennyemas moOpokadyecTBeHHas1 npaktuka (Good
Practice Points — GPPs) 6a3upyeTcsi Ha KIIMHUYECKOM OITbI-
Te WICHOB paboveii TPYIIITEI TTo pa3paboTKe PekoMeHaImii.

OKOHOMUYECKMIf aHanu3

AHalu3 CTOUMOCTU He IpoBOAMJICA U l'[y6J'[I/IKaHI/H/I Io
(I)apMaKOBKOHOMI/IKe HC aHaJIN3NPOBATIUCD.

MeToa Banuan3auum peKoMeHaaLmi:

¢ BHCIIHAA 3KCIICPTHAA OLCHKA,
¢ BHYTPCHH/AA 3KCIICPTHAA OLICHKA.

OnucaHue MeToaa Banuan3aLun pekoMeHaaLuii

Hacrosmme KimHW4eckne peKOMEHIAMKM B TIpeaIBapy-
TEJIbHON BEepCUM OBUIM pPELeH3MPOBAHBI HE3aBUCUMEI-
MM 9KCIIEPTaMM, KOTOPHIX TTOIIPOCHIIA IIPOKOMMEHTHPO-
BaThb IIpeXIe BCETO TO, HACKOJbKO HHTEpIIpeTalus
JIOKA3aTeJIbCTB, JIEXKAIIMX B OCHOBE PEKOMEHIAIIMIA, MO-
CTYITHA JUTS TIOHUMAaHUS.

Co CcTOpOHBI Bpaueill MEepBUYHOIO 3BEHA M YYACTKOBBIX
TepareBTOB MOJyYeHbl KOMMEHTAapUM B OTHOIIIEHUM TOXOMI-
YUBOCTH M3JIOKEHMS PEKOMEHIAIINIA M WX OLIEHKN BaXKHO-
CTH KaK pabouero MHCTPYMEHTA ITOBCETHEBHOM TIPAKTUK.

Tabauua 1
Peiimunzosas cxema 0aa ouenku ypoens 0okazameabcme
Table 1
Rating system for assessment of level of evidence
YpoBeHb foka3aTenbCT Onucanue
1++ MeTaaHanu3bl BbICOKOr0 kayecTsa, cuctemarnyeckue 063opbi PKU nnu PKU ¢ o4eHb HU3KUM PUCKOM CUCTEMATMYECKMX OLLIMOOK
1+ KayecTBeHHO NpoBeaeHHbIe MeTaaHanuabl, cuctematnyeckue PKU unu PKU ¢ HU3KUM PUCKOM CUCTEMATMYECKMX OLIMOOK
1- MeTtaaHanu3bl, cuctematuyeckue PKU unu PKU ¢ BbICOKMM PUCKOM CUCTEMaTUYECKMX OLIMOOK
2++ BbICOKOKa4eCTBEHHbIE CUCTEMATMYECKNE 0030Pbl MCCIIEA0BAHMNI CNy4aii-KOHTPOb MU KOTOPTHbIX MCCIIEA0BAHMI

BbICOKOKa4YeCTBEHHbIE 0630pbl nccnenoBaHuin cnyqaﬁ-xomponb WU KOFOPTHbBIX ncenefoBaHNi C 04EHb HU3KUM puckom 3¢¢eKTOB
CMeLUMBAHUS UIIW CUCTEMATMYECKNX OLUMOOK 1 cpeaHei BepOSITHOCTbIO NPUYMHHOI B3aMMOCBA3U

2+ Xopoluo npoBeAeHHbIe UCCNeA0BaHMS Cly4ai-KOHTPOb MW KOFOPTHbIE UCCNEA0BAHUS CO CPEAHNM PUCKOM 3P deKToB
CMELLMBAHUS UIIW CUCTEMATMYECKNX OLUMOOK 1 cpenHei BePOSTHOCTbIO NPUYMHHON B3aUMOCBSI3U

2- WccnepnoBaHus cnyyaii-koHTPONb MM KOTOPTHbIE UCCIE[0BaHMUS C BbICOKMM PUCKOM 3 deKTOB CMeLuMBaHUS
WJIM CUCTEMATMYECKUX OLUMOOK 1 CpeaHelt BepOSITHOCTbIO NPUYMHHOI B3aUMOCBSA3U

3 Heananutnyeckue nccnepoBaHus (Hanpumep, onvcaHus cnyyaes, cepuii cny4aes)

4 MHeHue akcnepToB

Mpumeyanme: PKU - paHzoMNU31pOBaHHOE KOHTPONMPYEMOE NCCNEL0BAHNE.
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Tabauua 2
Peiimunzoeas cxema ouenku cuivl peKkomeHoOauuri
Table 2
Rating of strength of recommendations
Cuna pekomeHpaLmit Onucauune
A Mo meHbLuel Mepe 1 MeTaaHanua, cuctematuyeckuii 063op unm PKU, oueHeHHble kak 1++, HanpsiMyio NpUMeHMbIe
K LieNIeBOI NonyNsiLmMm, B KOTOPbIX AEMOHCTPUPYETCS YCTONYMBOCTb PE3YNbTaTOB
nm
rpynna AokKa3saTenbCcTB, BK/IOYAIOLLAs pe3yNnbTaThl MCCNIEA0BAHNIA, OLEHEHHble KaK 1+, HanpsiMylo NpUMEHUMbIE
K LleJIeBOM MONYNsiLyM, B KOTOPbIX AEMOHCTPUPYETCS 001Las YCTOWYUBOCTb PE3YNbTaTOB
B lpynna aoka3aTenbCcTs, BKNKOYAIOLLAA Pe3ynbTaThl UCCeA0BaHMNIA, OLEHEHHbIE KaK 2++, HanpsMyi0 NPUMEeHUMble

K Lle/IeBOM MonynsiLyum, B KOTOPOI AEMOHCTPUPYETCS 06LLas YCTONYMBOCTb PE3yNbTaToR

wnun

9KCTPanonpoBaHHbIe AOKa3aTeNbCTBa U3 MCCHEAOBaHMﬁ, OLIEHEHHbIX KaK 1++ unun 1+

© Tpynna Aoka3aTenbCTB, BKIIOYaloWas pe3ynbTaThbl MCCNEA0BaHMIA, OLEHEHHbIE KaK 2+, HaNPSIMYI0 NPUMEHNMbIE
K LienieBoi NonynsiLym, B KOTOPbIX AEMOHCTPUPYETCS 06LLas YCTOHYMBOCTb Pe3yNbTaToB

uwnun

9KCTPanonMpoBaHHble A0Ka3aTenbCTBa U3 UCCNEA0BaHMIA, OLIEHEHHbIX Kak 2++

D Doka3saTtenbcTBa ypoBHs 3 unu 4
wm

3KCTPanoNMpoBaHHbIe f0Ka3aTeNbCTBa U3 UCCNEA0BaHMNI, OLEHEHHBIX KakK 2+

Jns mosyyeHUsT KOMMEHTAapueB C TOUYKU 3PEHUS
MEPCIEeKTUB NMAllUEHTOB MIpeIBapuTeIbHAasT BepCcUsl ObLIa
TakXke HalpapJieHa PELEH3EHTY 0€3 METUIIMHCKOTO 00-
pa3oBaHUSI.

KomMmeHTapuun, mosydeHHbIE OT 3KCIEPTOB, TIIA-
TEJIbHO CUCTEMATU3UPOBAIMCH U OOCYXIAINUCH Tpeice-
JlarejgeM U YjaeHamu paboueil rpymmbl. Kaxaplii myHKT
o0cyXnancs, a BHOCUMBIE B Pe3yJIbTaTe 3TOr0 U3MeHe-
Hust B Pexomennanuu perucrpupoBanuch. Eciu xe ns-
MEHEHUS HEe BHOCWJINCh, TO PETUCTPUPOBATUCH MTPUYU-
HbI OTKa3a OT BHECEHUST U3MEHEHU.

Koncyanauml 1 IKCNepTHas OLeHKa

[MpenBaputenbHas Bepcus ObL1a BbICTaBIIEHA IS LIUPO-
Koro oocyxneHus Ha caiite PPO nj1s1 Toro 4ytoObl ulia,
He gBJsBLIMecs YWieHamu Paboueli rpymibl, UMeIu BO3-
MOXHOCTh TMPUHSITh Y4acTUE B OOCYXICHUU W COBEpP-
meHcTBoBaHUM PekomeHnanuii.

IMpoext KinnmHuyeckux pekoMeHIaluii ObL1 pereH-
3UPOBAaH HE3aBUCUMbBIMU SKCHEPTaMU, K KOTOPBIM 00-
paTUINCh C TPOCHOON TPOKOMMEHTHUPOBATH TPEXKIE
BCEro JOXOAYUBOCTh U TOUHOCTb MHTEPIIPETALIMU JOKa-
3aTeJIbHOM 0a3bl, Jiexkallleil B OCHOBE PeKOMEHIALNA.

Paboyas rpynna

J71s1 OKOHYATeNbHOM pefakiiMi M KOHTPOJSI KauyecTBa
KnuHuyeckre pekoMeHaauuu ObIIM MTOBTOPHO MTpoaHa-
JIM3UPOBAHBl WICHAMU paboyeil TpyIHIbl, KOTOPbIE
TPUIILTHY K 3aKJIIOYEHUIO, YTO BCE 3aMEUaHUST 1 KOMMEH -
Tapuu KCMEPTOB MPUHSITH BO BHUMaHUE, PUCK CUCTE-
MaTUYEeCKUX OIIMOOK TMpH pa3paboTKe peKoMeHOalui
CBEIIEH K MUHUMYMY.

OCHOBHble peKOMeHzaLuK

IIpu uznoxenumn tTekcra KIIMHMYECKUX peKOMEHIALINIA
MPUBOIITCS cujia peKomeHaauui (A—D), ypoBHU J0OKa-
sarenascTB (1++, 1+, 1—, 2++, 2+, 2—, 3, 4) u UHIUKA-
Topbl GPPs.

Onpeaenexne namonaTnyeckoro neroyHoro Gpuodposa

Wnnonatnaeckuit jerounsiii ¢puopos (MJID) — ocobas
dopMa XpoHUUECKOI Mporpeccupyolieii Gudposupyo-
IIeH MHTEPCTULIMAIbHOM ITHEBMOHMM HEU3BECTHOM 3THO-
JIOTUM, KOTOpasi BO3HUKAET MPEUMYLIECTBEHHO Y JIIOAEH
MOXWJIOTO BO3pacTa, MOopaXkaeT TOJbKO JIETKME U CBsI3a-
Ha C THCTOJIOTMYECKUM M / WIW PEHTTCHOJOTHYCCKIM
MaTTEPHOM OOBIYHOW MHTEPCTULIMAIbHONH MHEBMOHUM
(OMII) [1-3]. ITpu guarnoctruke UJID Tpedyetcs nckimo-
YeHUe APYTUX WM3BECTHBIX TMPUYMH WHTEPCTULIMATbHBIX
3a0oseBanuii nerkux (M3J1), Hanpumep npodeccroHatb-
HBIX M OBITOBBIX BO3IEUCTBUIA, 3a00JeBaHUII COETUHU-
TeJIbHOM TKaHU, JIeKapCTBEHHOM TOKCUYHOCTH [1—4].

MoTeHuuansHble dpakTopbl pucka U1D

®axropsl pucka (PP) NJID cremyeT paccmMaTpuBaTh He
KaK TIpUYMHY BO3HUKHOBEHMSI 3a0ojieBaHUsI (KOTOpas
MoKa HEeM3BECTHA), a Kak (pakTopkl, YCYryoasiioliue Te-
yeaue NJ1D.

Brigensitorest BHenIHecpenoBbie 1 reHeTndeckue OP,
kotopeie npu MJID gBasiorcs B3aMMOCBI3aHHBIMM.
Heo6maronpusitHast poib BHemHux PP peanusyercs
B YCJIOBUSIX TEHOMHBIX HapYIIeHWI, 00YCITOBIMBAIOIIINX
aHOMAaJIbHBIC PEaKIINK aTbBEOISIPHOTO SIIUTEIINS U pa3-
BUTHE M30BITOYHOTO JIETOYHOTO (hrOpo3a y OTACIbHBIX
WHIWBUIYYMOB.,

Kypenue. BoanelicTBre TaOauHOTO IbIMa Ha OpTaHbI b~
XaHMUSI OTHOCHUTCS K OTHOMY M3 HambOoJjiee JyacThix PP,
IIpY KOTOPBIX JOKa3aHa JocToBepHas cBsizb ¢ UJID. o
pesyibraTaM MeTaaHaju3a 5 MCCeIOBaHUN ITOKa3aTellb
oTHoureHus maHcoB (OR) y KypUIBLIMKOB, CTpagao-
mux UMD, cocraBun 1,58 (95%-Hblii 1OBEpUTEIbHbIIA
untepBan (AN) — 1,27—1,97) [5]. 3HauuMocTh JaHHO-
ro ®P Bo3pacTaer y malmeHTOB ¢ aHAMHE30M KYPEeHUS
> 20 mayko-JerT.

Brewnecpedosbie uHeansyuoHHble 8030elCMEUs, He C8s-
3anHble ¢ Kypenuem. [1oBbIIEHHBINM prcK pa3BuTus NJ1D
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aCCOLIMUPYETCS C IIUPOKUM CIIEKTPOM HEOPTraHUYEeCKUX
W OpraHNYeCKMX ITBIJICH, C KOTOPBIMH YeJIOBEK KOHTAaK-
THPYET KaK B ITpodeCcCUOHANBHEIX, TaK U B HEITPpodecch-
OHaJbHBIX ycyoBusax [5]. Puck ¢opmuposanus UIID
BO3pacTaeT B YCIOBUSIX TPOMBIIIIEHHOTO MPOX3BOACTBA
Mpu KOHTaKTe ¢ Metajutndeckoid (OR — 2,44; 95%-Hblii
AN — 1,74-3,40), npesecuoii (OR — 1,94; 95%-ub1it
AW — 1,34—2,81) u xamennoit (OR — 1,97; 95%-ubrit
AN — 1,09—3,55) neisamu. Takxke B Ka4ecTBE MOTSHIIM -
anpHoro MP paccmaTpuBaeTcsl opraHudYeckasl ITbLIb
(pacTuTeNnpHAS WM KUBOTHAS), WHTAISIIIMOHHOE BO3-
JNIECTBUE KOTOPOW BO3MOXHO B CEJIBCKOM XO3SIMCTBE
WK B ObITOBBIX yeimoBusix (OR — 1,65; 95%-ubrit IU —
1,20—2,26).

Bupycuas ungexyus. VI3ydanach BO3MOKHAST 3THOJIOTH-
yeckas ponb npu MJI® pa3nuyHbIX BUPYCOB (DMINTEI-
Ha—bapp, LuToMeranoBupyc, Bupychl rermatura C, rep-
Mec-BUPYCHI U T. 1.). OQHAKO TMOJTyYEHHBIC PE3yJIbTaThI
OKa3aINCh TPOTHBOpPeUYMBEIMU. Kpome TOro, oleHka
pOJIM BUPYCOB 3aTPYIHSIETCS MX BBICOKOM pacipocTpa-
HEHHOCTbIO HE TOJIBKO cpean 60bHbIX MJIMD, HO 1 B ye-
JIOBEUYECKOM MOMYJISILUU B LIeJIoM. B To ke BpeMs lupo-
KO€ WCIIOJIb30BaHNEC MMMYHOCYIIPECCUBHOIM Teparnu
Yy 9THX OOJBHBIX ITO3BOJISIET paccMaTpPUBATh BUPYCHYIO
MHMEKINIO B KaueCTBe BO3MOXHOTO OCJIOXHeHUs. Ta-
KUM 00pa3oM, B HACTOSIIIIee BpeMsT OHO3HAYHAsI OIICH -
Ka poyiu BUpycHoit nHdexkimu B KadectBe OP pazsuTus
WNJI® [1] HeBO3MOXKHA.

Tacmpoaszogaceanvhutii pegparokc (I2P). I'DP accouuupy-
€TCsI ¢ IIMPOKUM KPYroMm 3a00JieBaHUM JIETKUX, BKITIO-
yag JIeTOYHbI (ubpo3, mpu KoTopoMm Tokaszareib OR
coctaBun 1,36 (95%-ubiii W — 1,25—1,48) [6], uTO
no3BoJisieT paccmatpuBath 'DOP B kauectee P UJID.
C y4eTOM TOBBIIIEHHOTO CONEpKaHMsI TTEIICUHA B JKHI-
KOCTU OpoHxoanbBeosisipHOro jaBaxa (BAJI) y 60ibHBIX
B IIEpUOI OOOCTpPEeHHUSI BBICKA3aHO MPEAIIONOXECHME
0 BO3MOxXHO# poiu 'DP kak ®P oboctpenust MO [7].
CaxapHulil duabem paccMaTpuBaeTcsl B MOCJIEAHUE TOIbI
kak He3aBucumbiii OP NJID. B wacTHOCTH, caxapHBI
nnaber 2-ro tumna y 6onbHBIX MJI® otmeuen B 11,3 % ciy-
yaeB, TOIa Kak B KOHTPOJIBLHOM IPpyIIIe — TONBbKO B 2,9 %
(OR — 4,3; 95%-nb1it AU — 1,9-9,8) [8]. AHasOrn4HbIE
JAaHHBIC TTOJTyYeHBI IJI1 MHCYJIMH3aBICHMOTO ArabeTa.
Tenemuueckue gaxmopoet. T1oBBIIIEHHAs YacTOTa ITOJHU-
MOPGU3MOB T€HOB, KOAUPYIOIIUX PSIIl LIUTOKMHOB, ITPO-
bubpoTrUeckux (HakTopoB, MATPUKCHBIX METALIONPO-
teuHaz (MMII), noka3zaHHas NpU NEPBOHAYAUIBHOM
W3yIeHUH TeHETHUeCKOro KoMItoHeHTa UJIMD, B nambHel-
1eM He moarBepawiack. I1o pesynsraraM COBpeMEHHBIX
TeHOMHBIX MCCIIe0OBaHUI OIICHeHa PacIpoCTpaHEHHOCTh
TeHETUYECKNX MYTalWii, mpenpacronaraonmx Kk UJID.
Hawub6onee vacroii (35 %) siBnsiercst mytauus MUCSB
(myuH 5B), pexe (B mpeneiax 3 %) perucTpupyroTcs
MyTalliM, Kacarolyecss cypdakTaHTHBIX mpoTernHoB C
u A (SPC u SPA), a Takxe teoMepa3s [9]. [eHbI TeoMe-
pa3 — obpaTtHoOi1 TpaHcKpunTassl TeoMepasbl (TERT)
u tenomepassl MPHK mis cuntesa tenomep (TERC) —
MMEIOT OYeHb BaXKHOE 3HAYeHUE, TTOCKOJIbKY OMOJIOTH-
YyecKasi pojib TeJIOMEpP COCTOUT B 3alllUTe XPOMOCOM OT
MOBPEXKICHUSI. YKOPOUYCHHME TEJIOMEep, BO3HHUKAIOIICe
npu reHoMHbIX HapyineHussx TERT / TERC, conpoBox-

JIaeTcsl aroInTO30M AJIbBEOJISIPHOTO SIUTENUS, SIBJISIO-
IIAMCST OTHUM M3 TATOTeHETMYECKUX MeXaHu3MoB UJID.

IMpu uzyyenun ciydaeB cemeitHoro (MJI®D cpenu
KPOBHBIX POICTBEHHUKOB) JIerouHoro ¢ubposa (< 5 %
OT BCEH MOMyJasIlUM OOJBHBIX) MOATBEpPKACHA 3HAUYM-
MOCTb TeHeTudeckux dakropoB npu MJI® Ha kimHU-
yeckoM ypoBHe. [1pu cemeitnom MJID npenmonaraercst
ayTOCOMHO-IOMUHAHTHOE HaCJIeJOBAaHUE TeHa JIeTou-
Horo ¢puobposa. Kpome repeunciaeHHbIX TeHOMHBIX (paKk-
TOPOB, B KAUECTBE OJHOIO U3 MpeApacioiaraloimx npu
cemeitnom WMJI® paccmatpuBaetcs reH ELMOD2, no-
KaJIM30BaHHBIN B xpomocoMme 4q31 u aKCIpeccupyeMblii
B JIETOYHBIX SMUTEIMOLUTAX U ATbBEOJISIPHBIX MaKkpoda-
rax [10]. ¥posens akcnipeccunt MPHK ELMOD2 3naun-
TEJTbHO CHIDKEH B JIETOYHOM TKaHU 001bHBIX MJID, uTO
acCOUMMPYETCS C TOBPEXIEHUEM SIUTEINOIUTOB
1 (PUOPOreHe30M.

Yactora u pacnpocTtpaHeHHocTs U1

CumnTaeTcsi, 9YTO B TMOCIECTHHE TOAbI YMCIO OOJBHBIX
WJI® yBeamumiock. OqHAKO CIeayeT OTMETUTD, UTO I10-
Kazarejau 3a00JIeBaeMOCTM M PaCIpPOCTPAaHEHHOCTHU
NJI® B mccmenoBaHMSIX pa3HBIX aBTOPOB CYIIECTBEHHO
Pa3IMYArOTCS. DTU Pa3IMIMS MOKHO OOBSICHUTD CIICIy-
IOIIMMM MMPUYMHAMU: OTCYTCTBUE YETKUX M OOIIEIpHU-
HSITBIX JUATHOCTUIECKUX KPUTEpUEB (HE TOIBKO PEHT-
TEHOJOTUYCCKUX, HO U MOP(OIOTUICCKUX), OTIUINS
B Au3aliHaX MCCIemI0BaHUs (MCITOJIb30BaHME Y3KOM MU
mrpokoi gepuaunmmn MJIMD), BospacTHOM cocTaB Ia-
nueHTtoB U T. 1. Ilo pesynsratam ucciaenoBanust [11]
yCTaHOBJIEHO, 4TO 3abojeBaeMocTh MJID cocraBisger
6,8 1 16,3 1a 100 ThIC. HaceJIEeHUS B 3aBUCUMOCTH OT UC-
MOJIb30BaHMUs Y3KON WK mupokoit nepununun UJID
COOTBETCTBEHHO, a COIJIaCHO JaHHBIM HCCJIeTOBaHUSI,
npoBeaeHHoro B New Mexico (1997—2005), nokazaHa
3aboneBaemMocTh 11 1 7 caydaeB Ha 100 ThIC. HaceneHUsS
cpeIyn MYXXYMH M KEHIIMH CcoOoTBeTCTBeHHO [12]. ITo-
KazaTeau pacrnpoctpaHneHHoctn MJI® B CIIA —
14,0-27,9 u 42,7—63,0 cayyaeB Ha 100 ThIC. Iipu
WCITOJIb30BAaHUU Y3KOM M mupokoit pepuuuuun U
cooTBeTcTBeHHO [13]. OTMeuYeHO MOBBIIIEHUE TTOKa3a-
TeJielt 3a0071eBaeMOCTU B 3aBUCUMOCTH OT BO3pacTa: 00-
JIE3Hb BO3HHMKAET yaulle B 6- U 7-i JeKagax XXKU3HMU.
BonpmmHCTBO 32001€BIINX — KYPWJIBIIUKA WM 3KC-
KYPUJIBIIMKH.

CornacHO TIpeIBapUTEIBHBIM PAaCUCTHBIM JAHHBIM,
TTOJTyY€HHBIM Ha OCHOBE PE3YJIbTaTOB OTIPOCa B KPYITHBIX
MyJIBMOHOJIOTHYECKNX HeHTpax Poccuiickoit Pemepa-
uuu, pacrpocrpaHeHHocts MJID B Poccun cocrasisier
okoisio 9—11 cayvaeB Ha 100 ThIC., a B APYTUX CTpaHaX —
4—6 ciydaes Ha 100 ThIC. [14].

B eBporeiickux crpanax 3aboneBaemoctb MJID co-
crapisieT: B Yenickoit Pecnyonuke — 0,94; B laHuu —
2,17; B Ucnanun — 3,0; B HopBeruu — 4,3; B Benuko-
OputaHuu — 7,9, a pacCIpoCTPaHEHHOCTh — B YellcKoii
Pecnyonunke — 6,5—12,1; B @uunguaun — 16—18;
B Hopserun — 23,4 [13] na 100 ThIC.

Knunnyeckas kaptusa UNd

3abojieBaHME Yallle BCEr0 BCTPEYAeTCS y MALMEHTOB
B Bo3pacTe ctapiue 50 jet. YacTora 3a001eBaHUST yBEIMUN-
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BaeTCs C BO3pacToOM M npeobianaer rmocie 60—70 et [4].
OtMeuaeTcs mnpeodiamaHue 3a00JeBaHUS Yy MYXUMH,
COOTHONIEHME TMOJIOB COCTaBsIeT nmpumepHo 1,7 : 1 co-
OTBETCTBEHHO [15]. ¥ OoJIbIIMHCTBA MAallMEHTOB HA MO-
MEHT 00CJIeIoBaHUS aHaMHe3 3a00JIeBaHUSI COCTaBISICT
1o 1-3 net, oueHb penko — < 3 mec. [16].

OCHOBHOI Xaji000i1 OOJILHBIX SIBJISIETCS OJBIIITKA BO
BpeMsI U3MIeCKUX Harpy3ok. I1o mepe pasButus 3a60-
JIeBaHUsI OTMEYaeTCss HapacTaHWE OIBIIIKYA BIUIOTh 10
MOJTHON MHBATUAM3ALMU — W3-3a OABILIIKA OOJILHOU He
CMOCOOEH MPOU3HECTH (hpa3y, He MOXET XOJUTh, OOCITY-
xkuBath cebst [4, 16]. IlaumeHTH yCIIEBalOT amarTUpO-
BaTbCsl K CBOEH OfBIIIKE, T. K. OOJIE3Hb MPOrpeccupyer
JTIOBOJIBHO MEJIEHHO, aKTUBHOCTb MOCTENIEHHO CHUXKAET-
Csl U OHU TIePeXOST K 0oJiee MacCUBHOMY 00pa3y XU3HMU.

Yacteim cumntomom MJID sgBistercss cyxoii (0KOJIO
75 %), nHorga nponykKtuBHbIA (10 20—30 %) Kaiienb,
a TakXe MPOAYKIIMS THOMHOW MOKPOTBhI, OCOOEHHO
y 00JBbHBIX € TsKebiMu hopmamu NI [4].

JInxopanka u kpoBoxapkanbe it MJIMD Hexapakrep-
HbI. JIpyruMu cUMIITOMaMM MOTYT ObITh OOILAsl cja-
00CTb, UIBMEHEHUE HOTTEBbIX (hajlaHT B BUIE OapadaH-
HbIX nayiouek (50—90 %), cHukeHue Macchl Tea [4, 16].

XapakTepHBIM ayCKYJIbTaTUBHBIM IIPU3HAKOM TIPHU
NJI® sgBnsgeTcss KOHEYHO-MHCITMPATOPHAs KPEeUTALINSI,
CcpaBHUBaeMasl C 3acTexkoi (xpumsl Velcro). Kpenura-
s npu MJI® BeicTymmmMBaeTcs Ha BEICOTE BIOXa, T. €.
B KOHECYHO-MHCIIUPATOPHBIN Ttepuoa. Ha panHmx cra-
IMSIX OHA HEIPOMKasl 1 BbICOKasI 110 YyacToTe (fine crack-
les), Ha mo3nHUX — rpy0as (coarse crackles) [17].

Ilo mepe mporpeccupoBaHus 3a00J€BaHUS TOSIB-
JITFOTCSI TIPM3HAKW JIBIXaTeIbHON HEIOCTATOYHOCTH
u JierouyHoit runepreHsuu (JI'): nuddys3HbI cepo-Tie-
MneabHbI UMaHo3, yeuneHue Il ToHa Hag JeroyHol ap-
Tepueil, Taxukapausi, S3-rajon, HaOyxaHWe IIeHHBIX
BeH, Iepudepudeckue oteku [1].

CrnenyeT MOAYEPKHYTh, UTO OMUCAHHAsI KJIMHUYEC-
Kasi KapTMHA MOXEeT HaOJI0IaThCs U TIPU APYTUX Iuc-
(y3HBIX 3200/IeBaHUSIX JIETKUX, TTO3TOMY KIMHUIECKUX
MPU3HAKOB I ycTaHOBIeHUs auarHo3za UJI® [1] He-
JIOCTaTOYHO.

JlaGopaTtopHble TeCTbl OOBIYHO HE UMEIOT OOJIBLIOTO
sHaueHus npu UJID: y < 50 % GonpHbIX UJID oT™Me-
YaeTcsl YMEpPEHHOE ITOBBIMICHWE CKOPOCTU OCCHAHMS
SPUTPOLIMTOB U CBIBOPOTOUHOTO YPOBHSI OOIIIEH TaKTaT-

KnuHuyeckmne pexomeHaaumm

Mopo3peHue Ha U1D

\

| BoisiBnenbl npuuntbl U3J1?

[a
Het OUMN
Het OMN
Xupyprudeckas Guoncus nerkux

oun
Bosmoxras OUIM / BepositHas OUM
Y Heknaccuduumpyemsiin Gubpos

\ Het

| KTBP

oun

MynbTUAMCLUNMHAPHAS
auckyccus

Y Y YYY

| uno | | UNod / ve UND | He U1

Puc. 1. Inarnoctuyeckuit anroput™m MO
Figure 1. Diagnostic algorithm of IPF

neruaporeHasel, y < 20 % — yMepeHHO TOBBIIIICHHBIC
TUTPbl PEBMATOMAHOIO M AHTHHYKJIEAPHOro (HaKTo-
poB [15].

OuarHoctuka

JurarHocTaecKre KpUTePUH 1 aJITOPUTM IIJIST B3POCIIBIX
6osbHBIX ¢ V3] 1 mogo3pennem Ha UJID npencrasie-
HbI Ha puc. 1. 119 MOCTaHOBKY TOYHOTO TMAarHO3a HE00-
XOJIUMO TIIATEJbHOE WCKIIOUEHUWE ajbTepHATUBHBIX
3a00JIeBaHUI IIPU MHOTOIIPOMPUIEHOM (MYJIBTAIUCITUTII-
JIMHAPHOM) OOCYXXIEHUU C YJacCTUEM ITyJIbMOHOJIOTOB,
PEHTIEHOJIOTOB M MOP(OJIOrOB, MMEIOIIUX OMBIT AUAar-
Hoctuku M3JI. Eciu takoe o0cyxXaeHre HeBO3MOXKHO,
PEKOMEHIYeTCST HAIIPaBUTh MallIeHTa Ha KOHCYJIBTAIINIO
K COOTBETCTBYIOILIMM 3KcrepTam [1, 3].

DOunarnocTuyeckue kputepun UN1P

I1pu ycranosnennu aguarno3a MJI® tpebdyercs Hanuune

CJIEYIOLIUX TTPU3HAKOB:

*  HCKJIIOUEHUE OPpYrux u3BecTHbIX NpuuuH M3JI, Ha-
npuMep MNpodecCUOHATbHBIX U OBITOBBIX BO3IEK-
CTBUI, 3a00JIeBAHUI COeIUHUTEIILHOM TKAHU U ITPO-
SIBJICHUH JIEKAPCTBEHHOM TOKCUYHOCTH,;

Tabauua 3

KTBP-npusnaxu OHUII [1]

Table 3

HRCT signs of usual interstitial pneumonia (UIP) [1]

KaptuHa OUN

MpeobnapaHue B 6a3anbHbIX, KOPTUKAIBHBIX
oTaenax nerkux

LnddysHble peTUKYNSAPHbIE N3MEHEHUS

«CoTOBOE» Nerkoe, ¢ / 663 TPaKLVOHHbIX
OPOHX03KTa30B

OTcytcTBMe NioObix NPU3HAKOB, NPOTMBO-
peyaLuyx JaHHO naTonorum

BoamoxHas kapTuna OUN

MpeobnapaHue B 6a3anbHbIX, KOPTUKANbHBIX
otaenax nerkux

Lunddy3Hble peTUKYNSIPHbIE NU3MEHEHUS

OtcyTcTeue NioGbix NPU3HAKOB, NPOTMBOpe-
YalLyX JaHHOM NaToNOrUM

MpusHaku, npotmeopevatume kaptuie OUN
MpeoGnapaHue cuMnToMa «MaToBOro CTekna»

YyacTku KoHconuzauum
0avHOYHbIE 04aru

Ovyarosble AMcceMUHaLun

MpeoGnapaHune M3MEHEHWi B BEPXHUX M CPEAHUX OTAENaX
MepnbpoHxoBackynspHoe pacnpeneneHne U3MeHeHui
Bo3pyLlHble KUCTbI BHE KOPTUKAbHBIX OTAENO0B
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Yyuanun A.I. u dp. lnarHoCcTHKA U JICUEHUE MIUOIIATUIECKOTO JIerouHoro ¢puoposa. MenepanbHble KIMHUYECKHE PEKOMEHIAIINN

* Hanuuue narrepHa OUIT npu npoBeneHUN KOMIbIO-
tepHoii ToMmorpaduu (KT) BbICOKOro paspelieHust
(BP) y OonbHBIX, KOTOPBIM HE MOKa3aHa XUPYPIU-
yeckasi OMoTcHs JIeTKUX (Taou. 3);

* creurpuueckoe couyeraHue mnpuzHakoB OUIT Ha
KTBP u npu xupyprudeckoiit OMONCcuu Jerkux y 00Jb-
HBIX, KOTOPBIM 3Ta MPOLEAYPa BBITIOJIHEHA.

Taknm 06pa3om, TouHOCTh AuarHo3a MJIM Bo3pacraer
MpU KJIMHUYECKOM, PEHTTEHOJOTMIECKOM M TMCTOJIOTHU-
YECKOM COBITaJICHUU U 3aBEPILIAETCS MHOTOMPOMWIBHBIM
(MyTBIUCIUTITIMHAPHBIM) OOCYXI€HUEM CHelHaTICTa-
MU, umetommMy onbIT nuarHoctuky M3JT [18]. Ocoben-
HO 3TO KacaeTcsl cyJyaeB, B KOTOPBIX TMCTOJIOIMYECKUE
U PEHTTeHOJOTMYeCcKre MPU3HAKU HE COBIAafaroT (Ha-
npumep, KTBP He cootBeTcTBYyeT OUII, HO rucronoru-
yeckn oOHapyxkuBaeTcsi mMmeHHo OWII). BrisiBnenue
nattepHa OUII npu KTBP unu rucrosornyeckoM uc-
caenmoBaHnu He obamaet 100%-Hoit cieudUIHOCTHIO
st UJITO [1, 3]. OnucaHbl ciiydan pa3HbIX TUCTOJIOTH-
YECKHUX MTaTTEPHOB IIPU XUPYPTUIECKOM OMOTICHH, TIOJTY-
YEHHOI M3 pa3HbIX YYaCTKOB JierouHoi TkaHu. Ciayyan
covetanus narrepHa OUIT u dubposHoil Hecrielmdu-
yeckoll uHTepcTuuuaibHoil mnHeBMoHuu (HCHII)
(muckopmantHast OWII) mpoTekaroT aHaJOTMYHO CTyda-
am ¢ nartrepHoM OMII Bo Bcex otaenax jaerkoro (KOoH-
kopmanTHass OWII) [19, 20]. OTo monTBepxkaaeT He0O-
XOIUMOCTD TTOJIyYEHUST XMPYPTUIECKUX OMOTTATOB TIPU
nono3pernu Ha MJID n3 HECKOMBKMX OJICH JIETKOTO.

YuuTtsiBasi BBICOKOKAYECTBEHHBIC I0Ka3aTeJIbCTBa,
Kacawmuecs crneuuduyHoctu KTBP B BwisiBIeHUU
rucrojiornyeckoro narrepHa OUII, xupyprudeckasi ou-
OIICHUS JIETKOTO He SBJIsieTcd o0s13aTenbHol [1, 3].

B HeckoIbKUX HCCIeq0BaHUSX MPOBOIMUIOCH CPaB-
HEHHE BMIE0ACCUCTUPOBAHHON TOPAKOCKOMWMU U OT-
KpBITOI TOpakoTomMuu [21, 22]. IuarHocTuyecKas LieH-
HOCTh OMONTATOB, IMOJYYCHHBIX IIPU TIOMOIIM 000X
METOIOB, OMHAKOBAsI, OMHAKO BUIE0ACCUCTHPOBaHHAS
TOPAKOCKOTIHMS COMPOBOXKAAETCS MEHBIIIMM YUCJIOM OC-
JIOKHEHWI ¥ MEHbIIEW UTUTETHbHOCTHIO TIPEObIBAHUS
OOJIBHBIX B CTaIlMOHApE, YeM OTKPBITas TOPAKOTOMMUSI,
MO3TOMY BBIOOP METOAVMKU OMOTICUM 3aBUCUT OT XUPYP-
TUYECKOTO OMbITA B KOHKPETHOM CTallMOHape U UHIU-
BUIIyaTbHBIX XapaKTePUCTUK marmeHTa. [1pu TsoKembix
(GYHKIIMOHAIBHBIX HAPYIICHUSX WJIM 3HAUUTEJIBHBIX CO-
MyTCTBYIOIMX 3a00JIeBaHUSIX PUCK, CBSI3AHHBINA C XU-
PYPTrMYECKOil OuoIcueii, MOXeT MepeBeCUTb MpPeuMy-
IIECTBA TUCTOJIOTMYECKOTO TMOATBEPXICHUSI NTUArHO3a
WNJI®. He crenyeT MpoBOAUTEL OMOIICUIO JIETKUX Y TTAllM-
€HTOB cTaplie 65 JIeT WK ¢ IToKazaTeIIMKU 1upPy3noH-
HOI CMOCOOHOCTM JIETKMX IS MOHOOKCHMIA Yrjaepoja
(CO), n3MepeHHOI METOIOM OJHOKPATHOIO BAOXa C 3a-
nepxkoit apixanust (DLco), < 45 %. OxoHuaTelbHOE
pelieHre o MPOBEACHUM XUPYPTUUYECKOI OMOTICUN JIeT-
KOTO MPUHUMAETCS C YYETOM KJIMHMYECKOU CUTyaluu
KOHKpETHOTO OoJsibHOTrO [1, 3].

B coBpeMeHHBIX pyKOBOACTBAX PEKOMEHIYECTCS TIPO-
BeIlCHUE XMPYPTUYECKON OMOTNCUHU JIETKOTO TOJBKO MpPU
«Bo3MoxkHoM MJI®» [1, 3]. [To maHHBIM COBPEMEHHBIX
uccienoBaHuii, 30-qHeBHasE CMEPTHOCTb MPU OMOTICUU
JIETKHX COCTaBJIsIeT 0KoJ10 3—4 % (1,7—22,0 %), uto CBsI-
3aHO C TOBBIIICHHBIM PUCKOM Pa3BUTUS OOOCTPEHUS

WNJI® nocne npoBeaeHust 6uoricuu. TpaHCOpPOHXUATb-
Hasl OMOIICUsI HE SIBJIIeTCSl aieKBAaTHBIM METOIOM MOpP-
donornyeckoit Bepudukaunu OUII, HO TpaHCOPOHXU-
anbHast ouoricust 1 BAJI mo3BOJISIIOT UCKIIFOYUTD APYTUE
3aboneBaHust u3 rpynnbl M3J1, HanmpuMep capKouaos,
9K30T€HHBIN aJlJIepruyecKuii aibBeoJUuT U T. 1. [4, 23].

MeToabl Bu3yanusauum npu UJ1d

Busyanuzaiius usMeHeHU B TPYAHOI MOJOCTU Yy O0JIb-
Hbeix WJI® ocHoBaHa Ha 0030pHOI peHTreHorpaduu
(PT') u KT. Apyrue MeTomsl 1 METOIMKHU MCITOIb3YIOTCS
tonbko mnocie KT mo crneumanbHbBIM IOKa3aHUSM,
OOBIYHO B CBSI3W C BOSHUKHOBEHUEM OCJIOXHEHUIN WU
JUISI TPOBEIeHUS yIiIyOIeHHOW quddepeHIInaabHOM -
arHOCTUKH.

PentreHorpadus

1. IlepBuyHass TMarHOCTHMKA U3MEHEHUI B JIESTKUX OCY-
1ecTBiseTcs npu 063opHoii PI' [24]. BuisiBneHHbIE
W3MEHEHUs OOBIYHO MMEIOT HECTeHU(MUUIHBIA Xa-
pakTep W TpeOYIOT YTOUHeHMS ¢ momotbio KT.

2. Baxwnoii 3agaueit PI' aBnsterca pasrpaHndenue aud-
(Dy3HBIX M3MEHEHUI B IPYIHOM TOIOCTH, XapaKTep-
HbIX 17151 UJID, oT ToKaIbHBIX M3MEHEHWI ITPY HaJTN -
YUM OOWHOYHBIX OKPYTJIBIX 00pa30BaHUSAX, HOJCBEIX
M CETMEHTApHBIX MOPaXKeHUH, TIJICBPUTOB 1 ITHEBMO-
TOPaKCOB U IPYTUX MATOJOTMYECKUX COCTOSTHUIMA [1].

3. Ipumepno y 10 % 6onbHbIx NJID nzmMeHeHUs B J1e-
TOYHO¥ TKaHU MOTYT He BBIIBIAThCS Tipu PT.

4. B tunmmuHbIX ciydasx npu PI BeigBisiorcs nuddys-
HbIe U3MEHEHMSI JISTOYHOU TKAaHU B BUIE MEJIKOCET-
yaToit (MeaKosiuenucToit) aedopMalv JIETOYHOTO
PUCYHKA 3a CUeT MHTePCTUIIMAIBHOTO KOMITOHEH-
Ta [24]. OOBIYHO OHM HOCSIT ABYCTOPOHHMIA Xapak-
Tep, 60Jiee BhIpaxkeHbl B KOPTUKATbHBIX OTAC/IaX JeT-
KNX, TIpeXKIe Bcero Han nuadparMoid. THIMAYHBIM
SIBIIICTCSI YMEHBIIIEHE 00beMa JIETKUX, UYTO TIPOSIB-
JsieTcsl 0ojiee BBICOKMM PACIIOJIOKEHUEM KyIioja
nracdparMbl U 00Jiee TOPU3OHTAIBHBIM PaCIIOI0XKe-
HUEM cepaeyHoi TeHn. KOpHM JIETKUX MOTYT OBITh
pacIIMpPeHBl 3a CYET HECKOIBKUX (haKTOPOB, B T. U.
0oyice BBHICOKOTO, YeM B HOpPME, PACITOJOXKCHMUS
nracdparMbl, pacIIMpeHUsT KPYITHBIX JIETOYHBIX apTe-
puil ipu pa3ButumM aptepuanbHoii JII, HeGombIIOoro
YBEJIMUYCHNST OpOHXOMIYTbMOHAJIBHBIX JUMGbaTHIec-
KHX Y3JI0B.

KomnblotepHasi tomorpadus

KT nosBosset 6ojee TouHo, yeMm PI' u tuHeiiHast Tomo-
rpadusi, OLICHUTb COCTOSHHE JIETOYHOW TKaHW IIpHU
WNJI®, BuIIBUTH XapaKTepHbIe MPHU3HAKU 3a00JIeBaHUS
U BBIOpATh MECTO TSl OMOTICUU, €CJTU B 3TOM €CTh HE00-
xoaumocTs [1]. TToatomy KT sgBisiercss o0s3aTebHBIM
METOIOM OOCJICIOBAHMUS IJIST BCEX MAIIEHTOB C TIPEIITO-
naraeMbiM MJ1D.,
ITokazanus k KT
* JleTajbHas OlleHKa XapaKTepa U3MEHEHUN B TPYIHON
TIOJIOCTH, BBIIBICHHBIX TTpu PI' y mammeHToB ¢ Kin-
HUYeCKMMU Tipu3Hakamu UJID;
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° BbIABJIEHUE U3MEHEHUI B IPYIHO ITOJIOCTH Y TaLM-
€HTOB ¢ KmHnYeckuMu npuzHakamu MJID (ombim-
Ka, pecTpuUKUUs U 1p.) mpu otcyrctBuu PI-usme-
HEHUU WJIM COMHUTEJIBbHOU PEHTTCHOJOTMYECKOU
KapTuHe. HecooTBeTcTBUME pPEHTIEHOJOTHMYECKOM
M KIIMHAYECKOM KapTUHBI 3a00J1eBaHUS;

* OIpeaesieHrue MecTa OMOIICUN JIETOYHOM TKaHU Y Ma-
LIMEHTOB ¢ BO3MOXHBIM WUJID;

* OlICHKa OUHAMUKHU TIpoliecca Ha (hOHE JICUCHUS
B cpaBHeHMHU c TnpeamecTByommumMu KT uccienosa-
HUSIMU,

* muddepeHmanbHas THarHoCThKa T Gy3HBIX W3-
MEHEHMI B JIETKUX, BBIABICHHBIX npu PI rpymHoit
MOJIOCTH.

Memoouxa KT. JIjis1 OlIeHKU COCTOSIHUST JIETKUX Y Tia-

mueHToB ¢ MJI® mnposomutcas KTBP. Drta Merommka

3aKJII0YAeTCs B BBIMOJHEHUU TOHKUX (< 1,5 MM) ToMo-
rparyecKux Cpe30B U UCIOJb30BaHMS BEICOKOpa3pelia-

IOILIETO AJITOPUTMA IS PEKOHCTPYKIIMUA U300paXkeHU.

B Hacrosiee BpeMsT BOBMOXHBI 2 TEXHOJIOTMU CKaHU-

poBaHus s nposeaeHust KTBP jgerkux — morarosas

M CIIMpajIbHas.

Ckanuposanue 6 noaoxcenuu aexca Ha rxcusome. Ilpume-

HSIeTCSI 1T yCTPaHEHMS T. H. TPaBUTALIMOHHOTO 3 heK-

Ta, IIPU KOTOPOM HUKEPACITOJI0XKEHHbIE YUaCTKU JIETKHX

MOTYT HEAOCTAaTOYHO 3aIlOJIHSATHCS BO3IYyXOM BCJEMI-

CTBUE JCWCTBUSI CUJIBI TSDKECTU. DTO TIPUBOIUT K CHU-

JKEHUIO BO3OYITHOCTH JIETOYHOI TKAHW M TIOSIBJICHUIO

¢eHoMeHa «MaToBOTo cTekja». McciaegoBaHue o0si3a-

TEJTHHO MPU COMHUTEIBHBIX pe3yJIbTaTaX CKaHUPOBAHUS

B ITOJIOXXEHUHU Ha CTIMHE, OCOOEHHO Y MallMEHTOB C Mpei-

mojaraeMbiM MJID.

Brympusennoe konmpacmuposarue. CtannaptHass KTBP

MPOBOIUTCS 0€3 BHYTPMBEHHOTO KOHTPACTUPOBAHUS.

IMoxazaHnus 1y1s1 BHYyTPUBEHHOTO BBEJEHUS BOJOPACTBO-

PUMBIX KOHTPACTHBIX IperapaToB IIpU OOCICIOBAaHUHU

nanueHToB ¢ MJI® BKIIOYAIOT: TTOAO3pPEHNE HA pa3BU-

THE TPOMO03IMOOIUK BeTBeH JJerouHoit aprepuu (TDJIA),

XpOHUYECKO TpoMOoamMbonuueckoil JII, HoBooOpa3zo-

BaHMWE B O0JIACTH CPENOCTCHUS WU KOPHS JIETKOTO,

a Takxke auddepeHMalbHYI0 IUaTHOCTUKY JTOKATbHBIX

M3MEHEHUU B JIETKUX TKaHU (HarpuMep, OKpyrioe oopa-

30BaHUE WM aTesiekTas). MccieqoBaHue ¢ BHyTPUBEH-

6

24
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HBIM KOHTpacTUpoBaHUEeM IpoBoauTcs B Buge KT-aH-
ruorpacdum ¢ OTOOpaKEHUEM apTepUaIbHOM M BEHO3-
HOM (a3bl.

Cemuomuxa HID no oanuveim KTBP. Inarno3 NJIOD
apnsiercss knnHudeckum. Ilpu PI' u KTBP otpaxaror-
¢ MopdoJiorTnyecKkre M3MEHEeHUsT B JIETKHUX, KOTOPBIC
onpenenstorcs Kak OUII. Haubosblliee nuarHocTuyec-
KO€ 3HaUCHHE UMEET COUYeTaHNe OCHOBHBIX IIPU3HAKOB,
cozpatonux kKiaaccuueckyto KTBP-kaptuny 3aboneBa-
Hug (cM. Taba. 3). [Tockonbky He Bce mpusHaku OUII
MOTYT OBITh OMWHAKOBO BBIPAXKEHBI Y KOHKPETHOTO
MalyeHTa Ha JaHHOM 3Talle TeueHUs 3a00JeBaHuUsI, 3a-
kmoueHue 1o pesyasratam KTBP HocuT BeposTHOCT-
HBbIA XapakTep.

OcHoBHubiMU TipusHakamu OWII npu KTBP gsng-
o1 1ud@y3HbIe TBYXCTOPOHHHUE PETUKYISIPHBIC M3-
MEHEHUS; B COYCTAaHUU C MEJIKMMU CYOIlJIeBpaJbHbIMU
BO3AYIIHBIMU KHCTaMHU («COTOBOE» JIeTKOe) U / WM
TPaKIIMOHHBIMM OpPOHXO02KTa3aMu; IpeodIanaHue W3-
MEHEHUI B KOPTUKATBHBIX M 0a3aIbHBIX OTIEJaX JISTKIX
(puc. 2) [1].

IIpr OTCYTCTBUM «COTOBOTO» JIETKOTO W HaJIUYUU
OCTJIBHBIX TIPU3HAKOB PEHTTEHOJIOTUYECKAs] KapTUHA
OMII cTaHOBUTCSA JUIIb «BO3MOXHOM», YTO MOXKET
noTpedoBaTh MPOBEACHUSI OTKPHITOM OMOMCUM TIPU OT-
CYTCTBUH ITPOTUBOTIOKA3aHUI1 CO CTOPOHBI ITAIIMEHTA.

JIOTIOJTHUTETbHBIMUA TIPU3HAKAMU, YKa3bIBAIOIIUMU
Ha BBICOKYIO BeposiTHOocTh OUII, sBmstioTcs: yBenmde-
HUe 00beMa MeTUACTUHAIBHOTO XXMpPa, BHICOKOE pacIo-
JIOKEHME KyITona auadparMbl, paciiMpeHe IMpaBbIX Ka-
Mep ceplia U KPYITHBIX BETBEW JIETOUHOW apTepru.

IMpusnakamu, HeturmmuHbIMU 1t OUTT unm mpoTr-
BOpeYallMMU TaKOW ITaTOJOTHU, SIBJSIOTCS CHUMIITOM
«MaTOBOTO CTEKJIa», YIaCTKM KOHCOJUAAIINY, OTUHOY-
HbIE OYard M O4YaroBble JUCCEMUHAIINU, TIpeodIagaHme
W3MEHEHHUI B BEpXHUX U CPEIHUX OTIeIaX JISTKUX, I1e-
PUOPOHXOBACKYJISIDHOE paclpeieicHue W3MEHEHUI,
BO3IYIITHbIE KUCThl BHE KOPTUKAJIBHBIX OTAEJIOB, OYII-
Jie3Has aMduszema.

«Comogoe» JIeTKOE — TPYIIIa BO3AYIITHBIX KUCT, OOBIYHO
CXOJIHOTro paszmMepa — oT 2—3 no 10 MM, pacroioskeHHbIe
CyOIIeBPaJIbHO U MMEIOIIYE YETKO OTYepUYSHHBIE CTEH-
ku [25]. Kuctel UMEOT OKpymiylo (opmy, CTEHKHU X

(1) )

Puc. 2. Tunnunass KTBP-kaptuna OUII: A — akcuanbHbIii cpe3; B — dpoHTanbHas pepopmanust; C — carutranbHas pedopmaiust; D — akcu-
AITBHBIN cpe3 B IMOJIOKEHUY Jiexa Ha XuBoTe. KopTHKaibHOe pacripeie/ieHie UBMeHeHUI ¢ HapacTaHUEeM UX OT BEpXYIIeK K auadparme, «CoTo-
BOE» JIETKOE, PETUKYJISIPHBIE U3MEHEHUSI, OTCYTCTBUE «MAaTOBOTO CTekIa». [1pu nccienoBaHNM B TIOJOXKEHUH Jiexka Ha KUBOTE MOATBEPXKIAETCS
OTCYTCTBHE «MaTOBOTO CTEKJIa»

Figure 2. Usual interstitial pneumonia. Typical HRCT signs: A, axial plane; B, frontal reconstruction; C, sagittal reconstruction; D, an axial slice in
the prone position. Distribution of abnormalities is peripheral with predominant involvement of basal lung zones; honeycombing; reticular abnor-
malities; no ground glass opacity. Scanning in the prone position confirmed absence of ground glass opacity

http://journal.pulmonology.ru

405



Yyuanun A.I. u dp. lnarHoCcTHKA U JICUEHUE MIUOIIATUIECKOTO JIerouHoro ¢puoposa. MenepanbHble KIMHUYECKHE PEKOMEHIAIINN

vl

Puc. 3. Tunuunas kaptuHa OUIT: A — «coToBOE» JIerkoe Ha akCUaJlbHOM cpese; 1pu peopmauun: B — Bo ¢ppoHTanbHoil, C — B caruTrajibHO

IJIOCKOCTSAX

Figure 3. Usual interstitial pneumonia. Typical HRCT signs: honeycombing on axial plane (A) and on frontal (B) and sagittal (C) planes

3aMKHYTBI M BUIHBI, YTO OTJIMYAeT 3TH ITOJIOCTU OT
OpOoHX02KTa30B (puc. 3).

TommmHa CTEHOK M pa3Mepbl KUCT MOTYT CYIIECT-
BEHHO pa3jIMYaThCsl, HO OOBIYHO TaKUE MOJIOCTU BBITJISI-
AT OMHOTUITHO. MHOrma pasMepbl KUCT MOTYT JOCTH-
ratb 2—3 cM, YTO 3aTpyAHSIET WX pa3rpaHUYCHHE
¢ oymre3Hoit amMpuzemMoii. CUMIITOM «COTOBOTO» JIETKO-
ro sIBJISIETCSI OCHOBHBIM U HauboJjiee JOCTOBEPHBIM
KTBP-npuzHakom JierouHoro ¢puodposa. Pacrnonoxe-
HUE KWUCT BIOJIb BUCIEPATbHOW TUIEBPHI B HECKOJBKO
PSIOB SIBISIETCS MCKIIOUMTEIBHO XapaKTepHBIM IIPH-
3HakoM OMII, B T. u. y manueHToB ¢ UJID.

TpakuroHHBIE OPOHXO3KTa3bl MPEACTABISIOT COOOI
HEpaBHOMEPHOE pacCIIMpPEeHNE IPOCBETOB OpPOHXOB
1 OPOHXMOJI, BEI3BAHHOE CMOPIIMBAHUEM 1 PACTSDKCHUEM
(Tpakiiueit) JerouHoii TKaHU B pe3y/israTe (pudposa [25].

PacmmpeHHble OPOHXM B TPOIOJIBHOM CEUYCHHU
OTOOpPaXXaIOTCSI KaK TMOJOCKM BO3IyXa ¢ TOHKUMM BOJI-
HUCTBIMU CTeHKaMU (puc. 4).

B momnepeyHOM CeYeHUM OHU MOTYT OIPEAESIThCS

B BUJE BO3AYIIHBIX KUCT. DTO MOXET CO31aBaTh TPYI-
HocTH B andbdepeHINaTbHON TMarHOCTUKE TPaKIIMOH-
HBIX OPOHX03KTa30B C CUMIITOMOM «COTOBOTO» JIETKOTO.
Jlnsg moHMMaHusT MOP@OJIOTMUEeCKOro cyocTpara lieje-
€c000pa3HO MOJIb30BaThCsSI MHOTOINIOCKOCTHBIMU pedop-
MaIsIMH.
Pemukynsprole uzmenenus — CKMAJIOTUICCKI (hDeHOMEH
npu KTBP — nipenacrasnsier co0oii ceTh U3 OTHOCUTEb-
HO TOHKHUX MEpeKPeIINBAIONIUXC JIMHUM, WMEIOIINX
(bopMy Koser, MHOTOYTOJIbHUKOB WJIM TapajjieIbHbIX
JmHT [25].

WM3MeHeHrsT BO3HUKAIOT Ha (poHE HEU3MEHHON Wu
VIUIOTHEHHOW MO TUILYy «MAaTOBOIO CTEKJa» JIETOYHOUN
TKaHu (puc. 5).

AHATOMUYECKM DETUKYJSIpHAsi CeTh MpelcTaBieHa
W3MEHEHHBIM JIerouyHbIM uHTepcTuimeM. [Ipu OWUII
9T WM3MEHEHUS OOYCJIOBIEHBI TPEUMYIIECTBEHHBIM
VTOJIIEHUEM BHYTPUIOJIbKOBBIX WHTEPCTUIIAATBHBIX
CTPYKTYp, IUAaMETP OTIEIbHBIX SIlY€EK HE MPEBBILIACT
I cM. OOGBIYHO TaK OTOOpaxxkaroTcsl (hparMeHThl MeX-
allMOHO3HBIX MEPETroponoK. bojee KpyIrHBbIE ceTyaThle
CTPYKTYpBl IuUaMeTpoM |—2 cM TIpeICTaBICHBI MEX-
JIOJIbKOBBIMU TieperopoakaMu. OHU TakKe MOTYT ObITh
BBISIBJICHBI B 30HaX PETUKYJISIPHBIX M3MEHEHUI, HO MX
BBIP2XKEHHOCTh BCETIa MEHBIIIe MEITKUX CEeTYaThIX
CTPYKTYP.

«Mamoeoe cmekno» — CKMANOTUYECKUI (DEHOMEH mpu
KTBP, koTophsiii XapaKTepu3yeTcsl YMEPEHHO BbIpa-
SKEHHBIM TTOBBITIIEHUEM TIJIOTHOCTH JIETOYHON TKaHU, Ha
¢oHEe KOTOPOTro BUAHBI TPOCBETHI OPOHXOB, CTEHKU
OpOHXOB W BHYTPWJIETOYHBIE COCY/bI, a TAaKXE OYaru
U PETUKYJISIPHBIE UBMEHEHUS, €CJIU OHU MPUCYTCTBYIOT.
Mopdonornyeckoit OCHOBOW CHUMIITOMAa «MaTOBOTO
CTEKJIa» SIBJISIIOTCSI UBMEHEHUSI aHATOMUYECKUX CTPYK-
Typ 3a npeaenamu paspemiaolieit cnocooHoctu KT mipu
COXpPaHEHUU BO3AYIITHOCTH JIerouyHOM TKaHu. K HUM oT-
HOCSITCS: YTOJIIEHUE MEXAIbBEOJSIPHBIX MEPErOPOIOK
MO00# TPUPOABI, YACTUYHOE 3alOJTHEHUE MPOCBETOB
aJbBeoJ JIIOOBIM COAEPKMMBIM, YMEHbIIIEHUE 00beMa
aJbBEOJI 3a CYET TMITOBEHTUJISILIUM, TTOBBILLIEHUE TTepdy-
3UU JIETOYHOW TKAaHW TIPU M30BITOYHOM KOJIMYECTBE
KpoBU B Kanwuisipax. [Ipy OTCYyTCTBUU «COTOBOTO» JIeT-

Puc. 4. Turtmunas kaptuna OUIT:
A — TpaKUMOHHbIE OPOHXO3KTa3bl
B KOPTUKAIBHBIX OTIETaX JIETKIX
Ha pedopMalu B KOCOIi Mioc-
KoCcTH; B — Ha akcraibHOM cpese
Figure 4. Usual interstitial pneu-
monia. Typical HRCT signs: trac-
tion bronchiectasis in the periph-
eral parts of the lungs on the
oblique plane (A) and the axial
plane (B)
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et |

Puc. 5. Turimunas kaptuna OUIT: peTukynsipHble U3BMEHEHUST B KOP-
TUKAJIbHBIX OT/ENaX, 00YCIOBACHHBIE YTOMLIEHUEM BHYTPUIOIBKOBBIX
TIEPErOPONIOK, YMEPEHHO BBIPAKEHHOE «COTOBOE» JIETKOE

Figure 5. Usual interstitial pneumonia. Typical HRCT signs: peripheral
reticular abnormalities due to interlobular septal thickening; moderate
honeycombing

KOTO U TPAaKLIMOHHBIX OPOHX09KTA30B «MaTOBOE CTEKIIO»
MOXET ObITb OTHUM U3 TTPU3HAKOB aKTUBHOTO BOCHAIM-
TEJILHOTO TIpoliecca. [1pyu HaTMInuu «COTOBOTO» JISTKOTO
U TPAKIIMOHHBIX OPOHXO3KTAa30B «MAaTOBOE CTEKJIO»
OOBIUHO SIBJSIETCS] MPU3HAKOM WHTEPCTULMATBLHOTO
¢dubpo3za.

Kaunuueckoe 3nauenue KTBP. BoisiBieHue 3 OCHOBHBIX
npuszHakoB OMII (xopTukaabHOe / Ga3ajibHOE pacIpe-
JieJIeHUe, PeTUKYISIPHbIE U3MEHEHUSI U «COTOBOE» JIeT-
KOo¢ / TpaKIMOHHBIC OPOHXO3KTa3bl) MPW OTCYTCTBUU
WJIN MaJioil BBIPAXKEHHOCTH IPU3HAKOB, IIPOTUBOpPEYA-
IIMX 3TOMY IaTOJOTMYECKOMY IIPOIIECCy, IMO3BOJISIET
MPaBUJILHO ONIPEICTUTE XapaKTep M3MeHeHni y > 90 %
maueHToB [26]. B 00IbIIMHCTBE ClTyyaeB TaKast TUITAY -
Hag KTBP-kaptuHa B coyeTaHMM C KJIMHUYECKOM
CUMIITOMATUKON T0O3BOJISIET M30eXaTh BBIITOJHEHUS
OTKPBITOI OMOTICUU JIETKOTO.

Tunmunast KTBP-kaptuna OUII y 6onbhbix ¢ UJ1O
Habmonaercst B 30—50 % cay4daeB [27]. B ocranbHBIX
cayvasx HeompeneiaeHHble naHHbIe KTBP moryt ObITh
MOBOAOM JJISl MPOBEAECHUSI OTKPBITON OUOTICUH.

WUsmenenust, xapakrepHble st OWII, BbISIBASIOTCS
npu KTBP BHe 3aBUCMMOCTH OT IMIPUUYMHBI pA3BUTUSI JIe-
rouHoro ¢uobposa. B cBsI3u ¢ 3TUM yKa3bIBaTb B PEHT-
TE€HOJIOTUYECKOM 3aKII0UeHUM Ha UAMOMAaTUYECKUI Xa-
paxKTep U3MEHEHU I WU ONpPeaeIsiTh MX KaK MPOSIBICHUE
NJI® nenenecoobpasHo.

®yHKumoHanbHas guardoctuka U1d

Jlerounsle OYHKIIMOHATBHBIE TECTHI UCITOIB3YIOTCS IS
IUArHOCTUKM BEHTWISIIMOHHBIX HAapyLIeHUN TIpU
WNJI®, mporHo3upoBaHusI 1 MOHUTOPHPOBAHMS Teue-
HUS 3a00JIeBaHUS.

Mopdonornueckue M3MEHEHMSI B JIETKUX, Xapak-
tepHble 1151 MJID, mpuBOAT K OOIIMPHBIM MAaTOQU3NO-
JIOTMYECKUM HapyIIeHUSIM, KOTOpBIE 3aTparuBaioT
WHTEPCTULNATBHYIO JIETOYHYIO TKaHb, SHIOTCINI Ka-
MUJIISPOB U albBeOJISIpHBIN snutenuii. [Tpu ¢uodpos-
HBIX HM3MEHEHUSIX MeXaJbBEOJSIPHBIX IEPEeropoaokK

KnuHuyeckmne pexomeHaaumm

M MECT Mepexoa pecmupaTOpHBIX OPOHXMOJ B AJIbBEOJIBI
M3MEHSIIOTCSI M 3JIaCTUYECKHe CBOMCTBA JIETKOTO, CHU-
JKaeTcs MX PaCTsDKUMOCTD, JIETKHE CTAHOBSTCS PUTHI-
HbIMHU. BcaeacTBue 3TOTO MHPOUCXOAUT CHIDKEHHE
JIETOYHOTO 00beMa, yBEIMYCHUE dHEepro3aTpaTr Ha BEeH-
munsunio. dmg WMJI® xapaktepHa TreTepOTreHHOCTh
W3MEHEHUI B JIETKMX — 4YepeaoBaHMe 30H ¢Gudposa
C HOpPMaJbHOM JIErOYHOI TKaHbi. Bo3HMKaeT Hepas-
HOMEPHOCTb BEeHTWISLMU. B To ke Bpems pemyKuus
KaMWUISIPHOTO pyclia TakxKe OTIMYAeTCs HEOTHOPO.-
HOCTBIO, KOTOPasi He CBsI3aHa C JIETOUHBIMU U3MEHEHMSI-
MH. DTO IIPUBOIUT K BEHTWISSIIMOHHO-TIEP()Y3NOHHBIM
HapyuieHussM. [Ipu BbIpakeHHOCTH HEpaBHOMEPHOC-
TH paclipelleIeHUsT BEeHTUJISIIMOHHO-TIEePPY3MOHHBIX
OTHOIIIEHU CHWXAeTCs TMapluajlbHOE HaTpsoKeHUe
kuciaopona (PaO,). Bce mepeumciaeHHBIC TPUIMHBI
o0ycaoBnuBaT HapyiieHue DLco. IToaToMy B MUHU-
MaJIbHBIIT 00bEM MCCIIeI0BAHUIM JOJIKHBI OBITH BKITIOUE-
HBI 00s13aTeTbHOE OTpesiesieHre (hOPCUPOBAHHOMN XKU3-
HeHHo# emkocTH yierkux (OXKEJT) (mpu BO3MOXHOCTHU
JIy4llle U3MEPUTh OOIIYI0 €eMKOCTb JIETKUX, TToKa3aTeau
KOTOpPOI COCTaBJISIOT CyMMY 3HAQYE€HUM XW3HEHHOM
€MKOCTH JIETKUX U OCTaTOYHOTO 00beMa JIETKUX) U U3-
mepeHue DLco.

ITpu npoBeneHUU JIETOUYHBIX (DYHKIIMOHATBHBIX T€C-
TOB'y 00JIbHBIX VJI®D 00BIYHO BBISIBIISIOTCS PECTPUKTUB-
HbIe BEHTWISLIMOHHBIC HAPYIIEHUS C YMEHBIICHUEM JIe-
TOYHBIX 00beMOB 1 cHIKeHnEM DLco [28]. Ha pannux
cragusx MJI®D mMoxeT ObITh BBHISIBIIEHO M30JMPOBAHHOE
cHrxeHue DLco Mpu HOpMaJIbHBIX JIETOYHBIX 00beMaXx.
ITpu couerannu NJID 1 ambur3eMbl MOXET HaOIIOATh-
Csl CMEIIAaHHBIM THUIT BEHTWISIIIMOHHBIX HapyIIeHUM
(coxpaHeHUEe YPOBHS JIETOUHBIX O0BEMOB, MOJyYaeMbIX
mpu  OOAMTIUIETU3MOTPaUIECKOM HCCIIeTOBAaHUU TIpU
HEMpONopUMOHAILHOM cHUXeHUU DLco) [29, 30].

IIpornoctnyeckas 3HaunmMocth MOXKEJI, m3amepeH-
Hoii mpu auarHoctuke WMJI®, usydyeHa He 10 KOHIIA,
Toraa kak 3HauyeHue DLco (c Koppekliueil mo reMorjio-
OMHY) TO3BOJISIET OILEHUTH BBIKMBAEMOCTH OOJBHBIX
NID: DLco < 40 %nomx. ABIAAETCS HOCTOBEPHBIM PP
cmeptu [31]. Takke mokazaHo, 4To mecaTypalus (CHU-
JKE€HME HaCBIIIeHUsT TeMoTIoonHa KuciaopoaoM < 88 %)
py IMpPOBEeAeHUM 6-MUHYTHOIO IIArOBOIO TecTa
(6-MI1T), BbIsIBIEHHas HpPU IIOCTAHOBKE AMATHO3a
NJID, aBnsieTcst JOCTOBEPHBIM ITPOTHOCTUYECKUM (haK-
TopoM Tipu UJI® [1]. TeM He MeHee IS ONpeIeICHUST
posu Apyrux TokKaszaTesieil (ITPOIeHHOTO PacCTOSTHUS
npu npoBeaeHnn 6-MIIT u yacToTBl CepAeUHBIX CO-
kpameHuii — YCC) Harpy304HOro TeCTUPOBAHUS Tpe-
OYIOTCS TOTTOJTHUTEJIbHBIE UCCIIeI0BAHMS.

®XKEJI mo3Bonsier 3(pheKTUBHO MOHMTOPUPOBATH
teuenne MJID: MuAMManpHAsg KIMHAYECKNA 3HAYMMAST
pasuuua nas1 OXKEJ cocrasnster 3—5 % [32]. Paccros-
HUE, IPOIIEHHOE 32 6 MUH, TaKXKe JAeT OOBEKTUBHYIO
W KIWHWYECKN 3HAYNMYIO WH(OpMaINio o (yHKIIHO-
HaJbHOM COCTOSTHUU 00JIbHBIX ¢ MJIMD, MuHMMAaIbHaAsS
KJIMHUYECKHY 3HaYMMasl pa3HuLia coctapisieT 22—37 m [33].
M3meHeHus GyHKIMOHAIBHBIX MOKa3aTelaeil BO BpeMe-
HU SBJISIOTCS BaXKHBIMU IIPOTHOCTUUYCCKUMU (paKTOpa-
mu cmeptu ipu UJI®. Cumxenne ®XKET = 10 %Byex
wii DLco = 15 % B TeyeHue 6—12 Mec. MO3BOJISIET
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BBISIBUTH OOJBHBIX C 00Jiee BBICOKOU BEPOSITHOCTHIO
cMepTeabHoro ucxona [1].

Ha pannux stamax 3a0ojieBaHWs Ta30BbI aHAIN3
apTepraIbHOM KPOBH, BBIIIOJHEHHBIN B ITOKOE, IIPAKTU-
YeCKM He WU3MEHEH, XOTsd MpMu (U3UYECKON Harpyske
YK€ MPOUCXOIUT AecaTypalus, YTO OTPaXKaeTCs CHUXE-
Huem PaO, u pacimmpeHreM aabBeooapTepUaTbHOTO
rpaguenTa (AaPQ,). I1o Mepe mporpeccupoBaHus 3a00-
JIEBAaHMSI TUIIOKCEMMS TOSIBISIETCS U B MOKOE, COIpPO-
BOXIIAsiCh TUIIOKAITHWEW, OTpaXxarolieil 0COOeHHOCTH
IIBIXaTeIbHOTO MaTTepHa OOJBHBIX — YacTOTO IOBEPX-
HOCTHOTO nbixaHus (rapid shallow breathing); TumepKar-
HUS TOSBJSIETCS TOJbKO Ha TEPMHUHAJIbHBIX 3Tarax
MNJI®. OcHOBHBIM MeXaHU3MOM TrItokceMuu ipu 1D
SIBJIICTCS BEHTWISILIMOHHO-TIepdy3MOHHBIN IrcOaaHC,
B TO BpeMs Kak BkJaa cHuxkeHus DLco B mokoe coctas-
sisget uib 10 %, a mpu MHTEHCUBHOM (pU3UYEeCKOM Ha-
rpyske — 10 30 %.

Mopdonornyeckue npusnaku W1

Mopdonormueckum cyocrparom NJI® gensercs OUII,
KOTOpasi XapaKTePU3YeTCSI COBOKYITHOCTBIO CIICIYIOIINX
MOP@OJIOTrNIeCKUX TMTPU3HAKOB: XPOHUIECKOE BOCITalle-
HUe, B Iepuoa 00OCTPeHUs] — HapylleHHue pernapaluuu
U TIporpeccupyromuii puodpos3 JeroyHoro UHTEPCTULIUS
peCcMpaTOPHBIX OTIEIOB JIETKOTO, YTO TIPUBOINT K Ha-
PYIIEHUIO Tra3000MeHa, MPOTPECCUPYIONICH XpOHMUYEC-
KOl JIBIXaTesIbHOM HemocTtarouHocTu. B 12—14 % Hao-
JIIONEHUI pa3BUBaeTcs Tepubepuyeckuii pak JEerKux
¢ mpeobIamaHeM ameHOKAPIUHOMBI CO CTETIOIIMMCS
pocToM (YCTapeBIINi TEPMUH — OPOHXMOIOATBBEOISIP-
HBII pak). U3MeHeHuUs TKaHU JIETKUX HOCSIT IBYCTOPOH-
HUIi, MO3aUYHBII XapakTep ¢ YepeIoBaHUEM MOpaXKeH-
HBIX U YYaCTKOB OOBIYHOTO cTpoeHus [1].
Tucromormueckue mnpusHaku OWII paspmensior Ha
2 Tpynnbel — «OoJblIve» U «Majbie». K «OoabimmM»
Mnpu3HaKaM OTHoOCATCSI (pudbpodaacTuyeckue (Muoduo-
pobaactuyeckue) (OKYyChl € ydyacTKaMM WHTEPCTULIM-
aJIbHOTO XPOHUYECKOI0 BocIaaeHus 1 pubdposa (puc. 6),
dopmupyolmecs MPeUMYIIECTBEHHO B 30HaX OpOH-

XHOJIOAJIbBEOJIIPHBIX TTEPEX0I0B; 0YaroBoe BOBJICUCHUE
TKaHM JIETKOTO TTPEUMYIIIECTBEHHO B IMOATUICBPATbHBIX /
rmapacenTajbHbIX 30HAaX; IMPHU TPOrPEeCCUPOBAHUM —
dopmupoBanue «cot» (puc. 7). K «maasiM» mpu3Hakam
OTHOCSITCSI BHYTPUAJIbBEOJISIPHOE CKOIUIEHHE MaKpoda-
roB; (oJUIMKYJIsIpHaAsh TUTEPIIa3us; TUIepIuia3us /
TUTIEpTPOMUST TIAAKUX MBIIII; SHIAPTCPUUT;, BHYTPU-
aJTbBEOJISIPHOE CKOTIJICHUE HENTPO(DUIOB; OPOHXUOISIP-
Hasl U TUIOCKOKJIETOYHAsI MeTaruia3usl SIMUTENIMsI, KOCT-
Hasl ¥ XKUPoBasi MeTaria3usi MHTEPCTULIS; SHIOTeHHAS
JIMTIMAHAS ITHEeBMOHMWSI; MUHHMMAJIbHBIC IIPOSIBICHUS
ieBpuTa, Gubpo3a TUIeBpHl; CyOIIeBpalibHBIC OYIUIbI,
303MHOMWIbHAS UHGOWIBTPALMS; 04aroBble BHYTPUAIb-
BeoJIIpHBIe cKoruteHus dubpuHa. s UJID Hexapak-
TepHO HaJUYWe HEOPTaHWYECKOW MBUIM, TpaHyJleM
u xyetok Jlanrepranca [34].

dubpodaactuueckne (MruodpuobpoodacTuyeckue) ¢o-
KYyChl HE SIBJISIIOTCSI CTPOTO CHelU(bUYHBIM MPU3HAKOM
OWII, ogHako WX HaAIMYKME BaXKHO IJIST YCTAHOBIICHUS
nuarto3a. «CoTOBbIe» M3MEHEHMSI OOHApPYXKMBAIOTCS
B OOJIBIIMHCTBE OIEpPallMOHHBIX OMOIICUIT TKaHU Jier-
KUX, OHU TIPEACTAaBISIIOT COO0I BO3MYIIHBIE MPOCTPaH-
CTBa pa3HOi (OPMBI U Pa3MepOB, OOBIYHO BBICTIAH-
Hble KyOMYECKMM 3IUTEINeM, cpear odaros ¢uobposa.
Yyactku ¢ubposa, He CBSI3aHHBIE C «COTaMU», — elle
OJWH TUIIMYHBIK rUcTojorndyeckuii nmpuzHak OWII.
B ouarax ¢u1bpo3a 1 B CTEHKax «COT» 4aCTO MOXKHO Ha0-
JIFONATh TUIIEPIDIA3MIO TIAAKNX MBI Pa3HOil CTeICHN
BBIPa’KEHHOCTH, KOTOpPasl Yallle BCTPEYaeTCs] Y MOJOIBIX
MaleHTOB.

ITpu OUII BcTpewaloTcst ageHOMATO3HbIE M3MEHE-
HUsI, TUIOCKOKJIETOYHASI MeTarurasusl OpOHXHMOJISIPHOTO
SMUTEIUS U TUTEMSI, BHICTUIAIONIETO aJcHOMAaTO3HbIE
«COTOBBIE» CTPYKTYPBI, peXe BCTPEUAlOTCS OYarn OCCH-
GUKaIUKM ¥ OOIUTEPUPYIOIINI SHIAPTCPUUT. Y YacTH
MallMeHTOB OIMCHIBACTCS OYaroBasl 303MHOMDUIbHAS
ITHEBMOHMSI.

Cpenu mopdosiornueckux nposipnenuit OUII Boige-
JISTIOTCST UBMEHEHUSI, COOTBETCTBYIOIINE paHHEH 1 TI03/1-
HEll cTanny, KOTOPhIe BapbUPYIOTCS B 3aBUCHMOCTH OT
craguu 3aboneBanusd. [Ipu kmaccuueckoir OUIT muc-

Puc. 6. OUII: pubpo3, «B-1uMbOIUTOB MUKPOCOTHI» , GPOHXMOJIOIK-
Tasbl

Figure 6. Usual interstitial pneumonia: fibrosis, B-lymphocyte micro-
cysts, bronchiolectasis

Puc. 7. OUIT: MmuodudpodiacTuueckuii Gokyc B MecTe nepexoa pec-
MMUPATOPHOI OPOHXMOJIBI B ATbBEOJIBI

Figure 7. Usual interstitial pneumonia: myofibroblast foci in bronchi-
oloalveolar junction
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pereHepaTopHble U (UOPO3HBIE M3MEHEHUS] OOBLIYHO
MPEBAIMPYIOT HaJ BOCHAJIUTEBHON WHOWIBTpaIuen
U XapaKTepu3yIOTcs OTJI0XEHNEeM KoJilareHa. Bocranu-
TeJbHasI MHQUIBTPAIUs TIPeACTaBIeHAa MEJIKUMU JIM-
¢ouutamu, mHoraa B-numdonuTamMu ¢ mpuMechbio
IJ1a3MaTHYecKuX KieTok. Pubpobiactuyeckue (MUO-
dudbpobaactuyeckre) GoKychbl — 3TO MeJKUEe ouaru,
cocrogmue u3 (pudpodractoB U MUopuOpPoOIACTOB
C HEXXHO OKpallleHHBIM MEXKJIETOUHBIM BEIIIECTBOM.

IIposiBnenuem ob6octpeHus OWII sBnsiercs aud-
¢y3Hoe anbBeossipHoe moBpexaeHue (JAIl), pexe —
opranusyrouasicss mHeBMoHusl. JIAIl HaGtomaeTcs: BHe
30H (pUOPO3a U HOCUT MO3anYHbII XapakTep. OClIoXHe-
HueM OUII saBnsieTcst BUpycHOE U 6aKTeprualbHOE BOC-
MajieHne B HEIMOBPEXIEHHOW TKaHW Jierkux. [Ipu Bu-
PYCHBIX OCJIOXKHEHMSIX MOP(OIOrMIecKrue M3MEHEHUS
B nerkux HanoMmuHaioT [AII, mpu GakTepuasbHBIX —
KapTHHa 9KCCYIaTUBHOW OaKTepralbHON OPOHXOITHEB-
MOHMU BHE 30H (pubpo3a [35].

EcTtecTBeHHOe TeueHue u nporHo3 U1

EcrectBernHoe Teuenme MJIP o0OycaoBIeHO MOCTEICH-
HBIM PEMOACIMPOBAHMEM JIETOYHOM TKaHW, B OCHOBE
KOTOPOTO JIEXKHUT Iporpeccupyloiiee (puopoTudeckoe
MOBPEXIeHNE, HAaYMHAIOIIEECS ¢ MUKPOCKOMMYECKUX
cyoOrieBpaibHbIX (GubOpobaacTuyeckux (oKycoB, IO-
CTEIIEHHO PaCIIPOCTPaHSIONIeeCsS IO JIETOYHOM TKaHU
B Buje (prOpo3a u 3aKaHYMBalIOIIeecs] MAaKPOCKOITMYeC-
KAMU W3MEHEHUSIMM, XapaKTepHBIMU IJISI «COTOBOTO»
serkoro. Hapacratommit ¢pubpo3 Jierkux siBsgeTcs mna-
TOOMOJIOTUYECKON OCHOBOI MPOrpecCUpyroliero cyob-
€KTHUBHOIO 1 00bEKTUBHOIO YXYIIIEHMS (DYHKITMOHAJb-
HOTro cTtaTyca OOJbHBIX BILIOTh JO JIETATbHOIO UCXOJA,
00YCJIOBJIEHHOTO JbIXaTeJIbHON HEIOCTATOYHOCTHIO WIN
npyrumu ociiokHeHusIMu MJI®., KimHu4YecKuM 5KBU-
BaJICHTOM ecTeCcTBeHHOro teueHus WUJID sBisgercs Ha-
pacTaHude pecrMpaTOpHbIX CUMIITOMOB (B IEPBYIO O4Ye-
peab OABINIKM W Kaluls), CHUXEHHWE IoKasarelei
JICTOYHOI (DYHKLINMU, YBeIMIeHUE (PUOPO3HBIX U3MEHE-
Huii Ha KTBP, pasButue octpoii apixaTesbHO HepocTa-
TOYHOCTU W HacTyrieHue cMmeptu. Haubosee vacroit
(60 %) ee mpuunHoii ipu UJI® sBsieTcst mporpeccupy-
folas AbIXaTejbHast HeaxocTaTouHoCTh [36]. Kpome To-
ro, MpUUYMHAMM JIETAIBHBIX UCXOI0B Y TaKUX OOJbHBIX
SIBJISIIOTCS MllIeMuuecKast 6oyie3Hb cepaua, TOJIA u pak
Jjierkoro. [ToMrnMo mporpeccupyroniero TedeHusI, Xxapak-
TepHON OCOOEHHOCTBIO ecTeCTBeHHOTro TeueHus MJID
SIBJISIETCS BO3PACT OOJIbHBIX: B OOJIBILIMHCTBE CJTy4aeB Ma-
HUbecTays 00JIe3HN OTMeJaeTcs y Jull ctapiie 60 JerT,
YTO, OYEBUIHO, CBSI3AHO C MEXaHMU3MaMU CTapEHMSI.

ITo pesynsraTaM peTpOCIIEKTUBHBIX MCCICHOBAHMIA,
MPOBeIECHHBIX cpeau 6obHbIX MJIMD, mokazaHo, 4To Me-
JMaHa BBDKMBAEMOCTH OT MOMEHTA ITOCTAHOBKM Iuar-
Ho3a cocTasJsieT ot 2 1o 3 set [1]. BMecte ¢ TeM y 60J1b-
HBIX C COXPaHHOM JIerouyHOI (pyHKIIMEN 3TOT I0Ka3aTelb
MOXET OBITh BbIIIE. Tak, OT MOMEHTA IOSBJICHUS Tep-
BbIX cuMnToMOB MJI® (B T. 4. TIpX OTCYTCTBUM Yy MAllv-
€HTOB PECITUPATOPHBIX CHUMIITOMOB M C HOPMaJIbHOM
JIETOUYHO (hyHKILIMEH, HO ¢ XapakTepHbiMu KT-n3mene-
HUSIMU) MeIaHa BbKMBAEMOCTHU 3HAUUTEJIbHO BBIIIIE —

KnuHuyeckmne pexomeHaaumm

0KOJ10 6 JieT [37]. Paznuums mpomoKUTEIbHOCTH XK 3-

HU B 3aBHUCUMOCTH OT BpPEMEHHU ITOSBJICHMS IICPBBIX

CHMIITOMOB WJIV TIOCTAHOBKY AWAarHO3a CBUIETEILCTBY-

IOT, C OAHOW CTOPOHBI, O ruroguarHoctuke MNJID,

a Cc Ipyroit — 0 BO3MOXHOU CyOKJTMHUYECKOM CTaquu 3a-

OosieBaHUs, Koraa Mopdosiornyeckrue U3MeHEeHUs Orle-

peXaT KIMHUKO-(GYHKINOHATBHBIC HAPYIIICHUS.

BoimensitoTcst HECKOJIBbKO BapMaHTOB TEUYCHUS
NJI® [38]. HanboJee yacThIM U3 HUX SBJISIETCS MEJIeH -
HOE, TIOCTEIIEHHOE TTPOrpecCupoBaHue O0IE3HH B Teue-
HUE HECKOJIbKUX JIeT. ¥ HeOOJIbIIOK 4YacTu OOJbHBIX
COCTOSTHHE OCTaeTCsl CTAaOMJIBHBIM Ha IPOTSIKCHUU JT0-
CTaTOYHO JJINTEJIbHOTO BPEMEHU; HAaMMeHee Oarornpu-
aTHBINA BapranT UJI® xapakrepn3yeTcst OBICTPBIM PO~
rpeccupoBaHueM 3abosieBaHus. [lpu KaxXaoM M3 3THUX
BapuaHTOB 3a00JI¢BaHUSI BO3MOXKHO Pa3BUTHE SITM3010B
OCTPOTO YXYIAIIEHUS KIMHUYECKOTO COCTOSHUS —
ob6octpenunii MJI®, koTopble MOTYT OBITH CMEPTEJIbHBI-
MU WA COMPOBOXIATHCS HEOOPATHUMBIM CHIKCHHEM
JerouHoil ¢pyHKIMKU. OTHOCUTENbHAS YacToTa yKa3aH-
Heix BapuaHTtoB MJI® HemsBecrHa. Ha teuenune UJID
MOTYT BJIMSITh TAKHE COITYTCTBYIOIIKE 3a00JIEBaHMS, KaK
amusema, JIT, ractpoaszodareayibHas pedarokcHas 60-
ne3Hb ([DPB).

ITpornos NJI®D gsisiercs abCOMOTHO HeOIATONMPH-
SITHBIM, ITOCKOJIBKY 3a0oJieBaHUE XapaKTepu3yeTcs
MIPOTPECCUPYIOMNM TeUCHHEM ¢ (haTaTbHBIM HMCXOIOM.
BMmecTe ¢ TeM 3KCIepThl CUMTAIOT BaXKHBIM BBIIEICHHE
OOJIBHBIX C BBICOKMM PUCKOM JIETAJIbHOTO MCXOAa B Te-
yeHue OJKarIIux 2 JIeT, YTO JUKTYeTCs HE0OOXOIUMO-
CThIO CBOEBPEMEHHOTO OOCYXIEHMSI BOIIPOCA O TPaHC-
TUTAHTAIIAY JICTKUX.

B kauecTBe MpeaUKTOPOB BHICOKOTO pHCKa CMEpTHU
MPUBOASITCI CIIEAYIOIINEe KIWMHUKO-(OYHKIIMOHAIbHEIC
napameTpsl [1]:

* YCHJICHUE ONBIIIKU,

» cHmxenue ®XKEJI = 10 % B TeueHue 6—12 mec.;

* DLco < 40 %0nx. VTV CHIDKEHHE B TMHAMUKe = 15 %;

* nossiieHue PO, (A—a) > 15 MM pT. cT;.

* 6-MIUT: necaryparus kuciaopona < 88 %, yMeHblIe-
HUE TMPOWIEHHOIO PAaCCTOSIHUS, YBEIUYECHUE -
TeabHOCTU BoccTaHoBeHus YCC;

* cpeaHee naBieHue B JjeroyHoil aprepuu (AJIA.,)
>25 MM PT. CT. B TIOKOE.

06ocTpenne UNO

Kimmnanueckoe teyenne MJID oObIYHO SABISIETCS XPO-
HUYECKUM M MEIJICHHO IPOrpeCcCUpPYIOIIUM, OIHAKO
Y HEKOTOPBIX TMAaIMEHTOB HaO/IofaeTcsl ObICTpOE MpPo-
rpeccupoBaHue 3aboseBanusi. CormacHO HeIaBHUM Ha-
OJIFOIEHUSIM TTOKa3aHO, YTO Y HeOOJIBIIOro yrcia (OKo-
710 5—15 %) 6onbHbIX MJID MOryT pa3BUBaThCSl OCTPhIE
YXYALICHUS] KITMHAYECKOTo cocTosiHM [39]. DTu anu3o-
bl MOTYT pa3BUBaThbcs Ha (DoHEe MHEBMOHUU, TOJIA,
MMHEeBMOTOpAaKca, CepIedHoi HemocTaTogyHOcTU [40].
Eciu npuurHa ocTporo yxyaieHus He yCTaHOBJICHA, UC-
mob3yercs TepMuH «oboctpenue MIJID» [39, 41]. B Ha-
cTosIIee BpeMsl HesICHO, sIBisieTcst oboctperue MJID
MIPOCTBIM IIPOSIBIICHUEM HEIMArHOCTUPOBAHHOTO OCIIOX-
HEHUs, TAKOTo KakK BUpycHas nHgekius unu TDJIA, unmn
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MpeACTaBsieT co0Oil MporpeccupoBaHME MaTOJIOTHMYeC-
KOTO TIpoliecca, JieXalliero B ocHoBe codctBeHHO WUJID.
B HemaBHEM McClleNOBaHWN 3KCIIPECCUU TEHOB Y 0OJIb-
HBIX ¢ oboctpeHreM MJIP mHODEKIIMOHHAS 3THUOJIOTHS
3TOr0 COOBITUS HE TIOATBepKAcHA [42].

Hctopuyecku kpurepussmu oboctperust MJID spiis-
[OTCS OCCIIPUUMHHOE HapacTaHME OIBIIIKNA B TEUCHUE
1 Mec., MOKyMEHTHUPOBaHHAs TUTIIOKCeMUs (YXyaIIeHUE
WM TSDKEJIoe HapyllIeHue ra3000MeHa), CBEXKUE allbBEO-
JISpHBIe WH(UIBTPATHI, BBISBICHHBIC TIpu PI jrerkumx,
OTCYTCTBHE JIPYTOTO OOBSICHEHUSI, TAKOTO KaK 9KCTparia-
PEHXMMATO3HbIC PUIMHBI (ITHEBMOTOPAKC, TLICBPaJIb-
Hbli BbITOT, TOJIA) wnu cepaedyHasi HEIOCTATOYHOCTh
1 o0beMHag neperpyska (tao. 4) [39]. O6ocTpeHue Mo-
JKET BO3HUKAThH B JIIOOOH MOMEHT 3a00JIeBaHUSI U UHO-
rma ctaHoButcs 1-m mposgBieHnem MJID [43]. O6oct-
perue WJI® compoBoxmaeTcss YCUICHUEM Kallls,
JIMXOPAJKOM, YBeIMYeHUEM o0beMa MOKPOTHI [41, 43].
®P oboctperust MJIP He ycTaHOBIEHBI, HO COOOIIAET-
Csl O Pa3sBUTHU OCTPOM IBIXaTCIIbHON ACKOMIICHCAIINHU
MoCje TOpaKaldbHBIX XUPYPTUUECKUX orepauuii [44],
BAJI [45], Ha3HaueHUsI HEKOTOPBIX JEKapCTBEHHBIX
npemnaparoB (MIPOTUBOOTYXOJIEBbIC, OWOJOTUYECKUE
nmpenapatsl, ”HTepdepoHH! 1 ap.) [39]. OmHako ocTaer-
Csl HESICHBIM, TMIPOBOIIMPYIOT JIU 9TU COOBITUSI UICTUHHOE
oboctperue MJID umum SBisIIOTCS TPUYMHON COOTBET-
CTBYIOIIINX OCJIOKHEHU.

IIporuo3 oboctpenus UJI®, kak npaBuio, Heba-
TONPUSATHBIN, JIETAIbHOCTh BO BpeMsl IOCIHUTAIU3aALNU
npocturaet 65 % u > 90 % — B TeueHue 6 Mec. OT Havaja
pa3Butust oboctpeHus [39].

Tucronmormuecku mmpu oboctpenun UJI® pa3suBaet-
¢ ocTpoe unu opranusytoieecs JAIT unu pexe — op-
raHU3yIoIIascs MHEBMOHUS B Y4acTKaX OTHOCUTEIBHO
COXpaHHOW JIETOYHOU TKaHW, B CTOPOHE OT HaumboJee
¢ubpo3upoBaHHBIX 30H [39]. B OTmenpHBIX clrydasix
B Ouornrtatax 0obHBIX ¢ obocTpeHneM MJID ycraHoB-
JieHa ToJibKo HeocsiokHeHHass OUIT wiu opraHusyro-
masica (asza JAIl 0e3 rUCTONOTMYECKUX MPU3HAKOB
OMUII [46].

B Hacrostiee Bpems nokasaHHbIe 3 (hEKTUBHbBIE Me-
Tombl Tepanuu oboctpeHuit MJI® orcyrcrBytor. Ila-
LWEHTY W KIMHUILIUCTY OCTAeTCsSI pacCMaTpuBaTh JIUIIIb
MO P>KUBAIOIIYIO TepaIuio (KACIOpOIOTepaIns, pec-
MUpaTopHasl MoAAep:KKa) M BMEIIATeIbCTBA, HE MMEIO-
IMe JoKa3aTeJbHOM 6a3bl. MHOTHE MalMeHThl ¢ 000CT-
peaneM M®DJI mo-mpexHeMy ITOIy4JaloT CUCTEMHBIC

rmokokoptukoctepouasl (I'KC), ogHako nokaszaTenbHas
0a3a Takoro Moaxoaa oTCyTCTBYeT. [loaTomMy B HacTosIee
BpEMST HEBO3MOXKHO TIPEIOCTaBUThH CIleln(ruIecKue pe-
KOMEHIALMN O [103aX, IIyTU BBEACHUS U IJIUTEIbHOCTU
teparun ['KC nipu o6octpenun UJID [1]. Takke HeoO-
XOIMM TIIATEIbHBIM MOMCK BCEX BO3MOXHBIX MPUYMH
ob6octperus NIJID u ux koppexkuwmst [39].

OcnoxxeHus u conytcTeylowue 3abonesanus npu UN1P

Cpenu Hanbosee BeposiTHBIX ocioxkHeHuit NI cremny-
eT OTMeTUTh BropuuHyto JII, ¢popmupoBaHue «JierouHo-
ro» cepaua, I'DP, ampuzemy nerkux [1]. Teuenne NJ1D
MOTYT YXYAIIIAaTh U TaKKe BHEITHUE CTUMYJIBI, KaK Kype-
HUe, BUpYCHast MH(MEKIUS U T. TI.

JIT (moBbimienue AJIA, = 25 MM PT. CT. TIO TaHHBIM
noruiep-axokapauorpadumn (9xoKI') wim karerepusa-
LIMY TIPaBbIX KaMep cepAla) sBJIsIeTcs Haubosee 4aCcThIM
ocnoxHenneM MJI® (o pazHbM gaHHBIM — 20—84 %).
OmHako cieayeT NCKIIOUUTh U IPYTHUe TIPUINHBI TTOBHI-
LIeHUsT JaBJeHUs B JerouHoil aprepum — TOJIA, 3a-
cToitHasl ceprevyHast HemoctaTouHocTh. DopMupoBaHue
JIT BeneT K yCWJIEHMIO OJBIIIKU, CHIXKEHUIO (husndec-
KHX pe3epBOB MAlLIMCHTA, TIOBBIIICHUIO BEPOSITHOCTH JIe-
TaJlbHOTrO Mcxoaa [1].

Hanuyue y naumrenta 'OPb conmpoBoxnaeTcss MUK-
poacriupaleil 1 MOXeT paccMaTpUBAThCs KaK yXy/Iia-
oI TedeHne 00Ie3HU (paKkTop.

Pax nrerkoro Bctpeyaercs y 60abHbIX MJID mipubim-
3UTeIbHO B 3—12 % caydaes [1]. MJI® Bo MHOTHX CITy-
yasx paccMmarpuBaeTcsl kKak @P Bo3HUKHOBEeHUsT paka
JIETKOTO (TIPEATIONIOKUTEILHO CXOMHBIC SMMMTICHETUIEC-
Kue abeppalliy U MaTOreHeTUYeCKe MEXaHU3MBbI pa3-
BUTHUS U TPOTPECCUPOBAHUS, B YACTHOCTH T. H. abeppa-
HTHOE «3aXKUBJIEHUE PaHbl» MPU 000UX 3a00JI€BaHUSIX).
B TO Xe BpeMsI CYIIECTBYIOT U Pas3Iddrsl: IPOTUBOOITY-
XOJIEBbIC MpenapaThl, IPUMEHsIEMbIe TIPU paKe JIETKOTO,
JlyyeBasl Tepanus U XMpypruyeckoe BMeIaTeIbCTBO MO-
TYT BECTU K O0OCTPEHUIO U yTsikeseHuto teueHus NJ1D.
O0mumM w1 o0oux 3a00JeBaHUI SABIAETCH ITOJOXKU-
TeJbHBIN 3DGHEKT OT MPUMEHEHHUS T. H. MOJIEKYISIPHBIX
TapreTHHIX MpernapaToB (HUHTEAaHUO).

Ocoboro BHUMaHUs 3aciyxuBaeT couetaHue NIJID
n 3MGU3EMbI, TTOJIYYMBIIEE B aHIVIOS3BIYHOM JIMTEepa-
Type Ha3BaHHUE OTAEJbHOTO CHHApPOMA COYETAHUS Je-
rouHoro ¢uobposa u smpusemsl (Combined Pulmonary
Fibrosis and Emphysema — CPFE) [47]. OcHoBaHuem

Tabauua 4

Onpedeaenue u ouaznocmuyeckue Kpumepuu o6ocmpenus HJID [39]

Table 4
Definition and diagnostic criteria of IPF exacerbation [39]

Onpepenexne

OCTpoe, K/IMHUYEeCKU 3Ha4MmMoe pecnupaTopHoe yxyalieHue, Xxapakrepusyioleecs HOBbIMU, pacnpocTpaHeHHbIMU anibBe0NIIPHLIMU HapyLLeHUIMKN

[uarHocTnyeckmne KpuTepum:
* YCTaHOBMEHHbI paHee Unn KOHKYPeHTHbIN guartos U1
¢ 0CTpOe YXyALIEHNE NN Pa3BUTHE OAbILLKK — TURNYHO < 1 Mec.

¢ KT: HoBble GunartepanbHble MHGUALTPATLI N0 TUMY «MATOBOFO CTEKNA» U / UM KOHCONMAALMN Ha GoHe kapTuHbl OUI
* YXyALEHUS He MOTYT ObITb NOJIHOCTbIO 00BSACHEHBI CEPAEYHOI HEA0CTATOYHOCTBIO UMW NEPErpy3koil 06beMOM
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DI BBIACJACHUST YIIOMSIHYTOTO CHUHIPOMA TMOCIY>KWIU
MpUCYIIE €My YeTKUe KIMHWYEeCKHe, (PYHKIIMOHAb-
HbIE, PEHTT€HOJIOTnYecKue U MOp(hOIOTUIECKHE XapaK-
tepuctuku. B cuuapome CPFE o0beanHEHBI 2 pa3HBIX
3a00IeBaHUS: JIETOYHBII (UOPo3 (MPEeUMYILECTBEHHO
B HWDKHUMX OTAeNaX Jerkux) u sMmpuszema (mpeuMyIiecT-
BeHHO B BepxHUX A0Js1x). Cunapom CPFE, no pa3HbiM
IaHHBIM, BcTpevaercs Yy 8—50 % GonabHbix UMD, mpe-
MMYIIECTBEHHO Y JIMI[ MYXCKOTO Iojia CTapIIuX BO3-
PACTHBIX IpyII (cTapiie 65 J1eT), KYpUIbIIUKOB U 9KC-
KYPUJIBIIMKOB CO CTaxeM KypeHus > 40 mauko-ynet [47].
KimHanyeckoit ocobenHoctbio cunapoma CPFE asmser-
Csl HAJIMUKME BBIPAXKEHHOM OIBIIIKKU MPU HEPEAKO HOp-
MaJIbHBIX cruporpaduyeckux mnokasatensx. IlpusHaku
5M(dU3EeMBbI, BBISBISIEMbIE B BEPXHUX JOJSIX, BKIIOYAIOT
LIEHTPUIOOYJIIPHBIC, TTapaceITaJbHbIC 1 OYIIJIC3HBIC N3-
MEHEHMUSI.

OnHUM U3 HauboJIee YacThIX OCIOXKHEHUI CUHIpOMa
CPFE asnsiercs JII, kotopas omnpenensiercs B 47 % ciy-
yaeB (vame, yem mipu MJID) m mpoTekaeT TsKenee.
Hanuune JIIT — mioxoil NMPOrHOCTMYECKWI MPU3HAK:
S5-JIeTHSISI BBLKUBAEMOCTb y 00JIbHBIX ¢ cuHApoMoM CPFE
B couetanuu ¢ JIT' cocrasister mib 25 %, 6e3 JII' — 75 %
[47]. ®opmupoBanue JII'y 6ombHBIX ¢ cuHapomoM CPFE
(> 75 MM PT. CT.), BeIsIBIIsIeMOe Tipu gonruiep-OxoKI, saB-
JISIETCSl IPEAMKTOPOM JIETAIBHOTO UCXOAA.

Y 6onbHBIX ¢ cuHApoMoM CPFE oTMeueH Takoke BbI-
COKMI1 pUCK pa3BUTUSI paka jerkoro (okoso 33 %), uto
Pe3Ko yxyaIiiaeT MporHos. He uckitouyeHo, 4To CUHAPOM
CPFE gBnsiercst He3aBUCUMBIM (DaKTOPOM pUCKa pa3Bu-
TUS paKa JIETKOTO.

Bmusnne nHa tedenune u ucxon MJIM Takmux comyr-
CTBYIOILIUX 3200JIeBaHU, KaK OKUPEHUE U OOCTPYKTUB-
HOE artHOd CHa 10 KOHIIa He u3ydeHo [1].

Buomapkepbl UJ1P

JlaHHbBIE 0 TPOrHOCTUYECKOM 3HaYeHUU MapKepoB BAJI
U CBHIBOPOTKM KPOBM HEMHOTOUYMCICHHBI M HOCST
pPeTPOCTIEKTUBHBIX XapakTep. C Apyroii CTOpPOHBI, 3TU
OMOMapKepbl HENOCTYITHBI LIl TOBCEIHEBHOIO KIMHU-
YeCKOIo MCIOJb30BaHMS. BbhICOKOMOJEKYISPHBIN [T~
konporeu KL-6 (Krebs von den Lunden-6) oTHOCUTCS
K 4enoBeyeckoMmy MynmmHy MUCI, KOTOphIid TIpoay-
LIUPYETCS PETEHEPUPYIOIIUMU aIbBEOJIOIUTAMU 2-TO
tuna [48]. [TokazaHo, uro KoHueHTpaus KL-6 B cbI-
BopoTke KpoBu y 60sbHbIX MJID moBbITaeTcst 1 Koppe-
JIMPYeT C MOBBIIICHUEM pUCKa JeTalIbHOCTHU [49]. Map-
KepoM, cxomHbiM ¢ KL-6, sBisieTcss OTedyeCTBEHHBIN
Mapkep anbBeosioMyliiH (3EGS) [50]. CeiBOpoTOUYHBIE
KOHIIEHTpalUuu CcypdaKTaHTHBIX NOpoTeuHoB SP-A
n SP-D rtaxxe mosbimaimotcd npu MDD, yto mMoxeT
SIBJISITbCSI TIPOTHO30M BbIKMBaeMocTu [51]. Takke mpo-
JIEMOHCTPUPOBaHA B3aUMOCBSI3b MEXKIY CBIBOPOTOUHBIM
CCLI18, apyrumMu LUTOKUHAMU, CHIBOPOTOYHBIM MO3-
TOBBIM HATPUAYPETUUECCKUM TICNITHUAOM M JCTaIbHO-
ctoio [52, 53]. UccnenoBanue MMII B kpoBu u BAJI
MO3BOJISIIOT MPEANoa0XUTh, yTo MMII-1 1 MMII-7 To-
ke TIoBbIatoTcs y 6onbHbIX UJID, a ypoBenb MMII-7
MOXET KOpPEeIUpOBaTh C TSXKECThbIO 3aboneBaHus [54].
Konuenrtpamust SP-A MoXeT MpOrHO3MpoBaTh JeTalb-

KnuHuyeckmne pexomeHaaumm

HocTb [55]. [IporHocTHyeckoe 3HaYeHUE LIUTOJOTMYEC-
koro aHanusza BAJI mpu MJI® He ycraHoBieHO [56].
CoracHO TIpeaBapuTENIbHBIM TOKa3aTeIbCTBaM, Hau-
qre UUPKYJIUPYIOMINX (PUOPOIIUTOB (ME3CHXMMATbHBIX
KJIETOK-TIPEAIICCTBEHHUKOB) CBSI3aHO C 0oJjiee HU3KOM
KpaTKOCPOYHOI BEDKMBaeMOCThio 60sibHBIX MJID [57].

MepnukameHTo3Hasa Tepanus UJ1P
MoHotepanus 'KC

PKHM monotepanuu I'KC He npooawiuch [58, 59].
B peTpocneKTUBHBIX HEKOHTPOJIMPYEMBIX HCCIICI0Ba-
HUSIX YBEJIWYCHMSI BBIKMBAEMOCTU IIPU MOHOTEpaIruu
I'KC He 1oCTUTHYTO, OJHAKO JIOMYCKAI0Ch, UTO Y HEKO-
TOpbIX OoNbHBIX Ha (oHe MoHoTepanuu ['KC moxer
VAYYLIUThCS JierouHast ¢dyHkuus [60, 61]. ntenbHas
tepanusi ['KC conpoBoxaaercs: pa3BUTHEM 3HAYUTEb-
HBIX HeXeJIaTeIbHbIX sBieHuit [60].

Pexomendayus: 6onbhbie ¢ TP He MOKHBI MOTyYaTh
monoTteparnuio 'KC (A, 1+).

KombuHuposaHas Tepanms MKC
1 UMMYHOCYNPECCaHTaMK

B Hacrosgiee BpeMsi yoeauTellbHbIE JOKa3aTeIbCTBA 00
yAYYIIEHUH BBIKMBaeMoCcTH 001bHbIX MJID mipu KoMOu-
HupoBaHHoit Teparnuu ['KC u mMMMmyHocympeccaHTaMu
(HammpuMep, a3aTUOTTPUHOM WU HUKITI0(hoCchaMUIOM) OT-
cyrerByloT. OnHako Ha (POHe KOMOMHMPOBAHHON Tepa-
MUU PUCK Pa3BUTHS TOOOYHBIX 3((HEKTOB TepeBeIIBa-
IOT BEPOSITHOCTD YIYYIIEHMSI JerouyHoi ¢pyHKuuu [58].

Pexomendayus: 6onpabie MJID He JOMKHBI JEYUTHCS
komouHanueit 'KC n umMmyHocyrpeccantamu (A, 1+).

MoHoTepanus N-aueTuauucTenHom

IMonoxuTtenbHbIe pe3yabTaThl MOHOTEpanuy N-aleTu-
uucternHoM (NAC) nonyyenbsl B PKIU [62] ripu oLieHKe
neuenust 'KC, azaTHONPHUHOM U ITepOpaIbHBIM alleTUII-
mctenHoM. CorjlacHO HelaBHO OITyOJIMKOBaHHBIM pe-
gynasrataM uccienoBaHuss PANTHER-IPE noctosep-
HBIX pa3mmuauii Mexay rpynmmamMu NAC u 1miamedo 1o
OONILIIMHCTBY KOHEYHBIX MOKa3zaTesei, Bkiodass DLco
u ®XKEJI, He nmonydeHo. [To raHHBIM TTOCIIETHUX MCCIIe-
noBaHuii Tepanus NAC MoxeT ObITh BBICOKO3(hDGhEKTHUB-
Hoit y manmeHToB ¢ MJID ¢ onpeneieHHBIMU TeHETUYEC-
KUMM noimuMopdusmamu (Hamnpumep, ¢ TT-reHotuom
TOLLIP) [63].

Pexomendayus: monotepanuss NAC He moKHA HazHa-
yaThCs HA PYTUHHOM ocHOBe BceM 00mpHBIM UJID (B, 1-).

KomOuHauus npegHu3onoHa, asatuonpuna u NAC

PaHee MMMyHOCYyNpecCaHThl CYUTAJIUCh BaXXHOW CO-
craBHOIT yacTbio Tepanuu UJI® [1]. Cunranock, 4To Te-
panus 2 nipernapatamu (I'KC + azatrnonpuH uian HUKII0-
dochamun) MoxeT ObITh dh(HEeKTUBHEE MOHOTEpAITUU
IT'KC [1]. HemaBHO BBITTOJTHEHO MOBTOPHOE UCCIIEN0OBA-
HUE 110 CPaBHEHUIO TPOMHON KOMOMHUPOBAHHON Tepa-
MUU ¢ ianedo Jis Bcex 3 kommnoHeHToB [64]. Tloce
BBISIBJIEHUS B TPYIINE TPOMHON Tepanuu 60s1ee BBICOKUX
rnokasarejieil JeTalbHOCTU (PUCK HEOJIAroNnpuUsiTHOTO
ucxona — hazard ratio (HR) — 9,26; 95%-ubiii AN —
1,16—74,1) u yactothl rocnutanu3auuii (p < 0,001) mo
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Yyuanun A.I. u dp. lnarHoCcTHKA U JICUEHUE MIUOIIATUIECKOTO JIerouHoro ¢puoposa. MenepanbHble KIMHUYECKHE PEKOMEHIAIINN

CPaBHEHUIO C IPYIMON IMIanedo 3TO MHOTOLIEHTPOBOE
PKH 6561710 1OCPOUHO TpeKpalleHO.

Pexomendayus: B neaenun 6onbHBIX NJID He peKoMeH-
nyeTcsl UCIioib3oBaHne KomomnHau NAC, azatnonpu-
Ha ¥ IIpeaHu30y0Ha (A, 1++).

Takke B HacTosIiee BpeMsI B JICUEHUU OOJBHBIX
MNJI® He pekOMEeHIOBAaHO UCITOJI30BAaHUE TAKUX TTpeTia-
paToB, Kak BaphaprH 1 aMOpU3eHTaH — B KIIMHUIECKIX
HUCCIeIOBaHUSIX TIPOJEMOHCTPUPOBAHO YXYILICHUE
nporHo3a nanyeHToB MJI® mpu nx HazHaueHUH (Tab. 5).
IMonoxwutenbHbIX 3D GHEKTOB TaKWX MpenapaToB, Kak
WMaTUHUO, criaeHadwi, 003¢HTaH M MallMTCHTAH He
YCTAHOBJIEHO, TMO3TOMY MX Hcroyb3oBaHue npu UJID
TakxXXe He peKoMeHayeTcs (CM. Tablr. 5).

IMpu nevernnu NJID x npemnaparam ¢ 1oKka3aHHOM (-
(EKTUBHOCTBIO OTHOCSITCSI TOJIBKO HMHTEIAHUO U TIHP-
(eHUI0H.

WNHrm6uTop TMpO3UHKMHA3 HUHTEAAHNO

HunTteganu6, paHee m3BecTHBIN Kak mojekyina BIBF
1120, ssBisieTcsl BHYTPUKJIETOYHBIM UHTMOUTOPOM THPO-
3MHKWHA3, BO3ACHCTBYIOIIMX Ha PELENTOPbhl HECKOJIb-
KNX (haKTOPOB POCTa, B T. 4. (paKTOpa POCTa COCYIUCTO-
ro sumotenusi (VEGFR-1, VEGFR-2 u VEGFR-3),
¢dakropa pocrta ¢ubpoodnacroB (FGFR-1, FGFR-2
u FGFR-3) u dakropa pocta tpomo6ountoB (PDGRF-a
u PDGRF-f), koTopble UTparoT BaxkKHYIO POJIb B MaTO-
reneze MJIMD. biokama JaHHBIX PELIETITOPOB MPUBOIUT
K TIOIABJICHUIO HECKOJbKUX MPOMPUOPOTUUYECKUX CUT-
HaJIbHBIX KacKaJoB, BKJIOYas Mposaudepannio, Murpa-
uuio u quddepeHIMPOBKY HUOPOOIACTOB U CEKPELIUIO
KOMITOHEHTOB 3KCTPAICJUTIOJISIPHOTO MaTpuKca. AHTHU-
¢ubpoTtryeckass U1 MPOTUBOBOCHAIUTENbHAST aAKTUB-
HOCTh HMHTeAaHMOA MOATBEpKAeHAa B HECKOJbKUX J10-
KIIMHUYICCKUX UCCIICIOBAHMSX.

Tepanust 6onbHbIX MJIPD HUHTETAHMOOM OlLIEHMBaA-
mack B 3 PKU [65, 66]. Lleavio 1-ro mccieqoBaHus
TOMORROW (II daza) ssBunoch nsyyeHue s3(pexkTun-
HOCTU U 6€30ITaCHOCTH, B KOTOPOM 4 pa3HbIe 03I Mpe-
mapara (50, 100, 150 1 150 mT 2 pasa B CyTK1) CpaBHUBA-
JINCH ¢ Taue6o [65]. Pasnnunii B IeTaJIbHOCTH MEXKIY
9TUMU TpynnaMu He mosydyeHo. [TpolieHT GOJIbHBIX CO

He Ha3HayaTb He pekomeHpyeTcs
rKC
LutocTatnkm
Konxuuun
LivknocnopuH A
Wntepdepon-y1b
Bo3seHTan
MauuteHTan
raHepuent
Cunpenadun
WmaTtnnno

NAC

KomOuHaums npesHn3onona, asatnonpuia u NAC
AHTHKOAryNsiHTbI
AmOpu3eHTaH

Mpumeyatme: * - 8 PO He 3aperncTpuposaH.
Note. *, not registered in Russian Federation.

cHixeHneM ®2KEJT Ha > 10 % 3a 12 mec. HabnoaeHUS

ObLT HIXE B TPYIINE ¢ caMOii BBICOKOM 10301 HUHTea-

Huba (p = 0,004), mpu Apyrux 103ax OH He OTIUYAJICS IO

CpaBHEHMIO ¢ Tu1ane6o. bolbHBIC, MOMTyyaBIIMe HUHTE-

JIaHuO B 110001 103€e, MePeHOCUIN MEHbIIIE 000CTPEHUI

MNJI® (HR — 0,16; 95%-ns1ii IU — 0,04—0,70).
Uccnenoanms INPULSIS-1 wu INPULSIS-2

(n = 1 066) npencrasisuin coboit 2 3epkaibHbix PKA

III ¢a3bl. boabHBIE B COOTHOLIEHUM 3 : 2 TIOJay4Yaau

150 mr HuHTegaHMOa 2 pas3a B AeHb WIM IuiaLe6o [66].

B wuccienoBaHue Takke ObUTM BKIIIOYEHBI TMAIIUEHTHI

¢ niposgBiieHusIMU dMpu3eMbl 1o KTBP 1 otHomeHnem

O®B, / ®XKEJI = 0,7 [66]. AnuTeIbHOCTb HAOIIOACHUS

B 000MX MccienoBaHusIx coctaBuia 52 Hen. Ha ¢one ne-

YeHMsI 3a TIepUOJ MCCIIEOBAHUS Yy MEHBIIETO 4ucia

OOJNILHBIX TIpom3o1uIo abcomoTHoe cHIKeHne MKEJT

Ha > 10 % (RR — 1,16; 95%-ub1it AN — 1,06—1,27).

Kpome Toro, ckoppeKTupoBaHHasi CpeIHEroaoBasi CKo-

poctb cHikenust G2KEJI B rpyrine HUHTenaHn0a cocra-

Bwia 114,7 mi, a B rpyiie miaue6o — 239,9 mi (pa3Hu-

ma 125,2 mu, 95%-usiit AW — 77,7—172,8; RR — 1,07,

95%-nb1it 1IN — 1,03—1,11). [To maHHBIM CyMMapHOTO

aHa/M3a Bcex 3 ucciaenoBaHuii [65, 66] caenaHo 3aKiio-

YEHHME O TOM, YTO MPU Tepalmyi HUHTECTAaHUOOM YBEIH-

yuBaeTcs Bpemsi 10 1-ro oboctperuss MJID (OP — 0,53;

95%-nb1it 1N — 0,34—0,83), cMepTH OT BCeX MPUYMH

(OP — 0,70; 95%-nb1it AN — 0,46—1,08) 1 cMepTH BO

BpeMst tepanuu (OP — 0,57; 95%-ub1it U — 0,34—0,97,

p =0,0274) cOOTBETCTBEHHO.

ITo6ouHbie 3¢ dEKTH BCTpeUYaJIUCh 3HAYUTEIbHO
yale B TpyIre HUHTeAaHuWOa (Jaile Bcero — auapest
W TOIIHOTA), OAHAKO OOBIYHO IIPEKpaIllcHUS IIpHeMa
npenapaTa He TpeOOBaIOCh.

PexoMeHmanuy mpy BOZHUKHOBEHUM TTOOOUHBIX STB-
JIEHWI TIpU TIpueMe HUHTEeNaHM0a — CHIKEHME T03bI
¥ TIpepbIBaHNE Kypca Tepaltuy Ui yCTpaHeHUs HeOma-
TOTIPUSTHBIX SIBJICHUIA:

* BpPEMEHHOEe IMpeKpalleHue (OCTaHOBKA) Tepamuu
npenapaToM, 3aTeéM TMOBTOPHOE Hayaao C COKpa-
meHHoI no30i1 100 M 2 pa3a B IeHb U IPU YIOBJIET-
BOPUTEJbHOI MEPEeHOCHMOCTH — BO3BpallleHUE K 10-
3¢ 150 Mr 2 pasa B IeHb;

Tabauua 5

Pexomendauyuu no papmaroaozunecxoi mepanuu HJID
Table 5

Recommendations on pharmacological therapy of IPF

Bo3MOXHO PekomengyeTcs
HunuTenanno

Mupdennpon*

AHTupedniokcHas Tepanus

412

NynbmoHonorus. 2016; 26 (4): 399-419



* yMeHbllIeHue 1036l 10 100 Mr 2 pa3a B AeHb 6e3 mpe/-
BapUTEIBHOTO TIPEPBIBAHUS JICUCHHUS

* CHMIITOMaTHYecKasl Teparnus (JIOIepaMHI B ciaydae
IUaper, METOKJIOIPOMUJ WJIM OHAAHCETPOH B CIIy-
yae TOIIHOTHI U / WU PBOTHI);

*  PEKOMEHIALIMU 10 PEKUMY MUTAHUS.

Pexomendayus: HUHTETaHNO PEKOMEHIIOBAH IS Jiede-

Hug mauneHToB ¢ UJID (A, 1+).

MupdpennpoH

IMupdenunon sBisieTcs NepopagibHbIM aHTUGHDUOPOTHU-
YeCKUM MperapaToM C MHOXECTBEHHBIMU 3ddeKkTaMu
(perynsiyst poUOPOTUYECKUX U ITPOBOCHATUTEIBHBIX
KacKaJoB IIUTOKWHOB, YMEHbIICHUE Ipoiaudepannu
(ubpobacToB U cuHTe3a KojutareHa) [67]. B ucciemno-
Banun ASCEND nupgeHUIoH CylIecTBEHHO yMEHb-
LI Y1CIIo 601bHBIX co cHkeHueM ®2KEJT Ha > 10 %
3a 52-HenmeabHbIA epuo [68].

B nacmosiwee spems npenapam nupgerudon 6 PO ue 3ape-
2UCMPUPOBAH.

HemepukameHTo3Has Tepanus WP
IOnutensHas kucnopogoTepanus

HccnenoBaHusi, B KOTOPBIX HEIMOCPEACTBEHHO M3yya-
JIOCh OBl MCTIOJIb30BaHUE IJIUTEIIBHOM KHMCIOPOIOTEPA-
mmuu (JAKT) y 6oapubix MJI®D, 110Ka OTCYTCTBYIOT. B 11C-
ciaegoBaHuM [69] peTPOCIEKTMBHO CpaBHUBAJIACh
BBIXMBAeMOCTh B Koropte 0onbHbIX UJID, 27 % KoTto-
poix toayvyanu JAKT. ITo pesynsraram MHOroakTopHoO-
TO aHaJIN3a MTOKa3aHo, YTO KUCIOPO He TIOBJIUSIT Ha BbI-
KMBAaeMOCTh 3THX OOJBHBIX. HemocTaTkoM maHHOTO
HCCIICAOBAHMUS SIBJISIETCS] €T0 PETPOCIIEKTUBHBIN TU3aliH.
OrnyGIMKOBaHbI HEKOTOPBIE JI0KAa3aTeJIbCTBA TIOBBIIIE-
HUS TOJICPAHTHOCTU K (DM3MIECKOU Harpy3ke Ha (poHe
KHUCJIOPOAOTEpaiui y OOJBHBIX C THIIOKCEMHUEH IIO-
kos1 [70]. KocBeHHbIE 1OKa3aTeIbCTBA O IOJIb3€ KUCIIO-
ponotepanun ipu MJI® ocHOBaHBI Ha TaHHBIX, ITOY-
YeHHBIX B 2 KpyNnHbIX PKU y maliueHToB ¢ XpOHUYECKOMH
0OCTPYKTHUBHOI 00JIe3HBIO JIETKUX ¢ THIoKcemueii (PaO,
< 55—60 MM pT. CT.), B KOTOPBIX YCTAHOBJIEHO JIOCTOBEP-
Hoe yayulleHue BbkrBaeMocT Ha ¢one KT [71, 72].
Pexomendayusn: 6onpHble UJID 1 KIMHWYECKN 3HAYM-
Mol ThIokcemMueii B mokoe (Sp0, < 88 %; Pa0, < 55 mm
pT. ¢T.) nokHbl moaydatsh KT (C, 2++).

TpaHcnnaHTauus nerkux

[IaTuneTHsss BbKMBaeMocTh 00abHBIX MJI® mocie
TpaHCIUIAHTALMK JIETKUX cocTaBisgeT oT 50 1o 56 % [73,
74]. B uccienoBaHuu [75], mpoBeOeHHOM Y OOJBbHBIX

WNJI®D (n = 46), HanpaBieHHBIX HA TPaHCIUIAHTALUIO
Tabauua 6

Ilokazanus k mpancnaanmauuu aeexux npu 1D

Table 6

Indications for lung transplantation in IPF

TucTonornyeckuit unu KT-nattepH OUM u oguH U3 NpU3HaKoB:
o DLco < 40 %ponx-
o cHuxeHue ®XEJ Ha > 10 % B TeyeHue 6 mec. HabnioaeHUs
o cHuxeHue Sp0, < 88 % Bo Bpems 6-MLUT
¢ «coToBoe» nerkoe Ha KT

KnuHuyeckmne pexomeHaaumm

JIETKUX, TIPOJEMOHCTPMPOBAHO CHUXKEHUE pHUCKA Je-
TaJIbHOTO MCXONa B T€UEHUE S5 JIeT Mocje TpaHCIUTaHTa-
LUH.

TouHbIe JaHHBIC 0 HAN0O0JIee ONTUMAIBHOM BPEMEHH
TpaHCIJIAHTALIMK OTCYTCTBYIOT, XOTS B LIEJIOM KPUTEPUU
OCHOBaHBbI Ha Tokaszaressix DLco 1 nmporpeccupoBaHun
3a00neBanus [76]. [lokazaHus K TpaHCIUIAHTALIMU JIET-
knx nipu UJID nipencrasieHsl B Ta0II. 6.

Pexomendayus: 6onpHpiM MJID npu Hamndum moxasa-
HUI JOJDKHA BBIMONHATHCS TPaHCIUTAHTAWS JICTKUX
(C, 2++).

Taxke ocTaeTcs HESICHBIM, MMEETCS JU pa3HUIla
B BBDKMBAaEMOCTH TOCJIe TPAaHCIUTAHTALlUM OMHOTO U 000~
ux Jierkux [77].

WBJ1 npu pa3sutum apixatenbHON HEJOCTAaTOYHOCTH

Ilo pe3ynsratam HeboOJbIINX UccaenoBaHuil [78—80] mo
MPOBEIECHUI0O MCKYCCTBEHHOW BEHTUISLUMU JETKUX
(MBJI) y 6ompHBIXx MJID U mprxaTeabHOM HEIOCTaTOU-
HOCTbIO MOJTydeHa BbICOKAsI BHYTPUOOJIbHUYHAS JIeTalIb-
HOCTb. B 3TuX ucciaenoBaHusx ObLIM pa3Hble KPUTEPUU
BKJIIOUEHUS, B T. Y. JAbIXaTeJbHASI HEJOCTATOYHOCTh HE-
yrouHeHHoU atuosoruu [79]. [lo gaHHBIM cucTeMaTu-
4yecKoro ob3opa HabmoneHuit (n = 135) mpuMeHeHUs
WBJI y nattuenToB ¢ MJI® u nbixaTeIbHOM HEIOCTATOU-
HOCTBIO BHYTPUOOJIbHUYHAS JIETAJbHOCTh COCTaBUJIA
87 % [81]. st HEKOTOPBIX OOJIBHBIX MOXKET OBITD LIEjIe-
coo0pa3HoO TPOBeNeHWEe HEWHBA3MBHON BEHTUJISLIUU
Jerkux (HBJI) ¢ monoxuTenbHbIM TaBieHUEM (B pPeIKUX
ciydasx HBJI MoxeT MCmonb30BaThCsl KaK «MOCTHK»
Tepen TpaHCIUIAHTAIIACH JISTKUX).

Pexomendayus: y GOJBIIMHCTBA MALIMEHTOB C IbIXaTe/Ib-
HOM HeIOCTaTOYHOCTBIO, obyciosieHHO MJID, UBJI
MPOBOJUTHCS HE AOJKHA, HO 3TOT METOIl MOXET ObITh
1IeJIeCO00Pa3HBIM Y HEKOTOPBIX 00JbHBIX (C, 2++).

Jleroynas peabunutaums

B mporpamMmbI JIeTOUYHON peaduIuTaluy JOJKHBI OBITH
BKJIIOUCHBI a3POOHBIC M CUJIOBBIC TPEHUPOBKM, TPEHU-
POBKM THOKOCTH, oOydyaloliue JEeKIIMM, HYTPUTUBHAs
MOAJEPKKa U TICUXoJIorndyeckasl momolb. [1pu musyde-
HUU JIETOYHOU peadbunutaumu y 6onpHbix U3J1 mpu
NJI® B KOHTpOIMPYEMBIX UCCaeaoBaHUIX [82, 83] mpo-
JEMOHCTPUPOBAHO YBEJIUYCHUE MPONAEHHOIO PacCTOsI-
HUSI, YMEHBIIIEHHE CUMITTOMOB U ITOBBIIIIEHE KayeCTBa
KU3HU. B HEKOHTpOIMpyeMbIX McciaeaoBaHusX [84—86]
TIOJTyYeHBI aHAJIOTUYHBIC pe3yabraThl. [lomoxuTeapHOe
BO3JEICTBUE JIETOUYHOM peaduInNTaIlluU MOXET ObITh 00-
Jiee 3HAaYMMBIM Y OOJIbHBIX C 00Jiee BHIPaKEHHBIM YXYII-
1eHueM (pyHKIIMOHAIbHOTO cTatyca [84].
Pexomendayusn: 6onpinHCTBY 00MBbHBIX MJID pomkHa
MPOBOAUTHCS JierouHas peabunutauus (B, 1+).

JleyeHune 0CNOXHEHUIE U CONYTCTBYIOLMX 3a001EBaHMNIA
Tepanus neroyHoi runepTeH3umn

Hannsbie o neyeHun JII' (KoTopast 00bIYHO ONpeaesisieTcst
kak noBbienue 1A, > 25 MM pT. CT. IpU KaTeTepusa-
MU TIPaBBIX OTHENIOB ceprana) y 6oiapHbIXx MJID Bechma
orpaHuyeHsbl. B 11e;10M HanboJjiee 000CHOBAaHHBIM METO-
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nom tepanuu JII' mpu 3aboneBaHUSIX JIETKUX OCTaeTCs
JKT B noMaliHux yciaoBusX. Y O0JbHbBIX ¢ Tskeaoi JIT,
TTOATBEPKACHHON TP KaTeTepU3alliy TMPaBbIX OTAEIOB
cepaua (JJJTA., > 35 MM pT. CT.), BO3MOXHA ITPOOHAast Te-
panus TnpemnapaTaMu IS JedyeHus1 aptepuanbHoit JIT.
B psine uccrnenoBanuii y mamueHToB ¢ JII' Ha hone NJID
TOKa3aHbl TOJIOKUTEbHBIE 3(PheKThl cunneHadmia —
VIY4IIICHWE JIETOYHON TeMOOWHAMUKU 0€3 yXYIIICHUS
okcureHauuu [87] u poiinenHoi mpu 6-MIIT gucraH-
uuu [88, 89]. Takxe UMEIOTCS JaHHBIE O MOJOXUTEIb-
HbIX 3ddekTax (YIydlleHUe JIETOYHOW reMOIUHAMUKMU)
BHYTPMBEHHOT'O IIPUMEHEHUS 31onpocTeHona (1 = 8) [90]
1 0o3eHTaHa (YBEJIMYEHUE JUCTAaHLMU NPU MTPOBEAECHNUU
6-MIIT u oBEIIIcHKE KauecTBa XXKu3HM) [91]. Heobxo-
UMbl CTIeNIMaTbHbIe KIMHUYECKUE MCCIeNOBaHUS TIpe-
napatoB 115 JjedeHust JIT' y naHHoOi#1 KaTeropruu 00JIbHbIX.

Tepanus I'3PB

IMpy MeaMKaMEHTO3HOW WM XMPYPrMUECKOU Tepamnuu
I'DPb ¢yHkumMsa jerkux crabwiusmpyercs [92, 93].
B xpynmHOM KOTOPTHOM HUCCJIEIOBAaHUU TTPOJEMOHCTPU-
pOBaHO, YTO MCIIOJIb30BaHME MPEIapaToB IS Teparuu
I'OPB (MuHrMO6UTOPOB MPOTOHHOU MoMITBI Wi H,-6510-
KatopoB) y mmanneHToB ¢ MJI® accoummnpoBaHO ¢ MEHb-
11Ieii BBIPa’K€HHOCTBIO JIETOUHOTo (rdpo3a Mo JaHHBIM
KTBP u ayymum nporHoszom [94]. Kpome Toro, B aToM
K€ UCCJIEIOBAHUH BBISIBJIEHO, YTO MPU (DYHAOTTMKAIINYT
Xeaynka mo HwucceHy, Tpu KOTOpOM yMEHBIIIAeTCSl He
TOJBKO KMCJOTHBIN, HO M HEKUCJIOTHBIA pedIIoKC
W MUKpOACIMpalrsi, TakKe ITOBBIIIACTCS BbIKHWBAE-
MocTh manneHToB ¢ MJID [95]. OmHako peryaspHbIN
MIpYeM WHTUOMTOPOB IIPOTOHHOM ITOMITBI aCCOIIUHMPO-
BaH C MOBBIIICHHBIM PUCKOM II€PEIOMOB IIIeiiKU Oenpa
1 BHEOOJIbBHMYHOM IMTHeBMOHUM [96, 97]. Momudukamus
00pasa Xu3Hu (TIpUeM MaJIbIX TTOPIUNA TUIIH, TTOIbEM
TOJIOBHOTO KOHIIa KPOBATH M T. 11.) SBJISIETCS OTIpaBoaH-
Ho# pekoMeHpayei misg 6onbHbIX MJID ¢ cummntoma-
mu I'OP.

MoHuTOpUpPOBaHNE KIMHUYECKOrO TEYEeHMS
3a0oneBaHus

JI711 akTMBHOTO BBISIBIICHUS CIIyJaeB IIPOTPECCUPYIOIIE-
ro Te4eHus1 3a00J1eBaHMs, OLIEHKN JUHAMUKKA CUMIITO-
MOB U BBISIBICHUSI OCJIOKHEHUI Tepanuu HeOOXOIUMO
Ha6moneHue 6oabHbIX IO,

MouuTOpMpOBaHMe NporpeccupoBanmns 3adonesanmns

ITporpeccupoBanue MJID MoxXeT NPOSIBIATLCS Hapac-
TaHUEM PECITMPATOPHON CUMITTOMATHKH, CHIKEHHEM
JIETOYHOU (byHKUMU, ycuileHUueM (PUOPO3HBIX U3MEHE-
Huii Ha KTBP nnu anu3ogamu ocTporo pecnupaTopHO-
IO YXYALIEHU.

[Ipu oTCyTCTBUM IPYTUX TIPUYMH ITPOTPECCUPOBAHIE
NJI® omnpenesnsieTcs MOSBICHUEM JTI000TO U3 CIIEAYIO-
LIUX KPUTEPUEB:

* MpPOTrpeccCUpoBaHUE OABIIIKU (MPU OOBEKTHUBHOM

OLIEHKE);

* Tmporpeccupymoliee HeykionHoe cHrpkenue OXKEJT

(B aOCOJTIOTHBIX 3HAYEHUSIX) TIO CPABHEHUIO C MCXOJI-

HBIM YPOBHEM;

* TIporpeccupyloliee HeykJIoHHoe cHmXeHue DLco
(B aOCOJTIOTHBIX 3HAYCHUSIX ¢ KOPPEKIINEHN MO0 reMo-
TJIOOMHY) TT0 CPAaBHEHUIO C MCXOTHBIM YPOBHEM;

* IporpeccupoBaHue (puOpo3a Wi HapacTaHUE OTeKa
npu KTBP no cpaBHEeHUIO C UCXOIHBIM YPOBHEM;

*  0obocTpeHUs;

*  CMEpTh OT AbIXaTeJbHON HEAOCTATOUYHOCTH.

B HEeCKOMBKMX KOTOPTHBIX KIIMHUYECKUX UCCIICAOBA-
HUSX MOATBEPXKICHO, YTO CHUXKEHUE aOCOJIIOTHBIX 3HA-
yeHuit ®XKEJI Ha 10 % (c 0omHOBpPEMEHHBIM CHIKEHUEM
DLco wimu 6e3 TakoBOro) JMO0 aOCOMIOTHBIX 3HAYEHUI
DLco Ha 15 % (¢ onHoBpeMeHHBbIM cHikeHreM DKEJ]
WIK 0e3 TaKOBOI0) SIBJISIETCSI CYyppOTraTHBbIM MapKepoM
JICTAJTGHOCTY W TIPA OTCYTCTBUU IPYTUX OOBSICHEHWH —
MapKepoM IMporpeccupoBaHMsl 3aboJjieBaHus [98, 99].
IIporpeccupoBaHmne OOJE3HM TaKKE MOXKET OTpaxkaTh
Ha 5—10 % meHbliee, HO HeyKJIOHHOe cHikeHre OKEJT
[100]. ITo pe3yabraTam HecKoJbKUX KpynHbix PKHU [101,
102] B rpynmax riame6o Mmoka3aHo, YTO B LIEJIOM B TO-
nynsguny 60abHBIX MM ¢ MCXOTHBIM JIETKUM UJTA yMe-
PEHHBIM HapylIeHUEM JIETOYHOUN (DYHKIIMU CPeaHEro-
nmoBoe cHikeHe MXKEJI cocrapnset okoio 200 Mir.

B mmoBcemHeBHOI BpaueOHOM IMTPAKTUKE IJIT MOHUTO-
pupoBanus TeueHuss MJID pekoMeHIyeTCsT M3MEpPSITh
®XKEJI u DLco ¢ naTepBaiom B 3—6 Mec.

MoHUTOpUPOBaHNE CUMNTOMOB

Baxno BeIsiBUTE 0071bHBIX MJI® ¢ HapacTaHMEeM KIIMHU -
YeCKUX CUMIITOMOB, B ITIEPBYIO ouepenb — onblku. [Tpu
HapacTaHUM PECHUPATOPHON CUMMTOMATUKU CJEAYyeT
OLICHUTb IIpOrpeccupoBaHue 3a00JeBaHUSI, U3MEPUTH
OKCHUTCHAIIMIO B IOKOE M IPU HArpy3ke M MCKIIOYUTH
pa3BUTHUE OCJIOXXKHEHUI, HaTpuUMep TpoM003a TITyOOKMX
BEH HIDKHUX KOHeuHocTelt u TOJIA.

MoHu1TOpPMPOBaHKE OKCUreHaLMMN

Y Bcex OOJBHBIX BHE 3aBUCMMOCTU OT CUMIITOMOB LIS
BBISIBJICHUS TTOTPEOHOCTH B KHMCIIOPOAOTEPATN KaK MC-
XOIHO, TaK U B Ipoliecce HAOMIOACHMS ¢ TIOMOIIBIO TyJTh-
COKCHMETpa- I0JDKHA OLIEHMBATHCSI OKCUTCHALMSI B IO-
Koe 1 npu (pu3ndeckoit Harpy3ke. B 1ienom mecarypaius
< 88 % Bo Bpemst 6-MIT wiu 3KBUBaJIEHTHOTO Harpy-
30YHOTO TECTUPOBAHMS SBJISIETCS TTOKa3aHMUEM K KHCIIO-
ponorepariu [103]. Takue m3MepeHUsT CleIyeT BBITIOJ-
HSITh UCXOHO M Yepe3 Kaxkble 3—6 Mec. HaOJIIoIeHMSI.

MoHuTOpUpOBaHNE OCNOXHEHMIA U CONYTCTBYIOLLMX
COCTOSIHUI

VY 60abHbIX MJID MoryT pasBuBaThCsI TAKKE COMYTCTBY-
omue cocrtostHus, Kak JII, TOJIA, pak nerkoro, uiie-
MUYecKas 00JIe3Hb CEPALIA, KOTOPBIE BJIUSAIOT HA BbIKU-
BacMocTb. OmHAKO pOJIb PYTMHHOIO CKPWHMHTA IS
JUarHOCTUKM 3TUX COCTOSIHUM U 3a00JeBaHUil y 00JIb-
Hbix UJI® (Hanpumep, exeromgHass KTBP wist panHeit
JMMArHOCTUKM paka JIETKOTO) He U3ydeHa.

[Ipu pa3BuTHM OBICTPOTO YXYIIICHMS PECIUPATOP-
HBIX CUMITOMOB CJIEAyeT TyMaTh O Pa3BUTUU O00OCTpe-
Hust MJI® npu MCKITIOYEHUU OPYTUX MPUYMH TaKOTro
yxyauieHus, HanpuMep TOJIA, mHeBMOTOpakca, pecru-
paTOPHBIX MHMEKIINIA YIIN aCTIUPAITUHN.
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Cnoccapmii

UHTEPCTUIUAJbHBIE 3200J1eBaHus Jerknx uwim aupdys-
Hble NMAPEHXMMATO3HbIE 3200J1eBaHHs JETKHX — TeTe-
pOreHHasl Ipymra 3a0ojieBaHUl M MaTOJOTUYECKUX
COCTOSIHUM W3BECTHOW W HEWU3BECTHOW TMPUPObI,
XapaKTepU3yrollasics pacnpoCTpaHEHHbIM, KaK Ipa-
BWJIO, TBYCTOPOHHMM ITOPaXXeHUEM pPECIIMpPaTOPHBIX
OTHENOB JIETKUX (aabBeoJI, PECHUPATOPHBIX OPOH-
XMOJ);

UAMONATHYECKNE WHTEPCTULHAJIbHbIE NMHEBMOHUM —
rpyImna WHTePCTUIIMAJBHBIX 3a00JeBaHMI JIETKUX
HEU3BECTHOM 3THUOJIOTUM, CXOAHBIMU IPU3HAKAMU
KOTOPBIX SIBJISIIOTCS IPEUMYIIIECTBEHHOE TTOpaXkKeHne
WHTEPCTULMAIBHOW TKaHU, IMPOrPECCUPYIOLINMT
GUOPO3UPYIOLINIT TIPOIIECC B JIETKUX, COIIPOBOXKIA-
IOLIUICS HapacTalollel ¢ TEYCHUEM BPEMEHU HH-
CMUPATOPHON OMABIIIKONW U PECTPUKTUBHBIMU Hapy-
LIEHUSIMUA BEHTUJISIIUOHHON CIIOCOOHOCTH JIETKUX;
HIAMONATHYECKMIi JIeroYHblii pudpo3 — ocobas popma
XPOHMYECKOI Tporpeccupyioleit ¢puopo3upyloiiei
MHTEPCTULIMATBHOI THEBMOHUY HEU3BECTHOM 3THO-
JIOTUHW; BO3HUKAET MPEUMYLIIECTBEHHO Y JIIOJIEH cTap-
IIIeTo BO3pacTa, IopaxaeT TOJbKO JIETKHE 1 CBsI3aHa
C TMCTOJIOTMYECKUM U / WIU PEHTICHOJIOTMYECKUM
nattepHom OUIT;

00BbIYHASI WHTEPCTHIHUATbHAS THEBMOHHUS — TUCTO-
JIOTMYECKUN TIaTTePH, OCHOBHBIMU IIpU3HAKaMU
KOTOPOro SBisIeTCsl Haluuue (puopoOJacTUISCKUX
(hOKYCOB, MHTEPCTULIMATIBHOTO XPOHUYECKOTOo BOC-
najgeHusi, Gudpo3a MPEUMYIIECTBEHHO B 30HAaX
OPOHXMOJIOATBBEOISIPHBIX TIEPEXOIOB, B ITOATUICB-
pPaJIbHBIX / TTapacenTaJbHBIX 30HaX ¢ (POPMUPOBAHN-
€M «COT»;

00bIYHASA MHTepCTHHHATbHAS mHeBMOHus — KT-mar-
TepH, OOBEIMHSIONINI PacIPOCTPaHEHHBIC NBYCTO-
POHHHUE PETUKYISIPHBIE W3MEHEHUs, MNpU3HAKU
«COTOBOTO» JIETKOTO U / WJIM TPAKIIMOHHBIX OPOHXO-
9KTAa30B C MpeodiafaHueM U3MEHEHUI B KOPTUKATb-
HBIX ¥ 0a3aIbHBIX OTIEIaX JIETKHUX;
HecnenupuyecKass WHTEPCTUIMAIbHAS NMHEBMOHUS —
ofHa 13 (hopM UIMONATUIECKUX UHTEPCTULIUATBHBIX
MMHEBMOHUI, XapakKTepu3ylomascss pa3zHOOOpa3HbI-
Mu rucronormdeckumu nu KT-mpusHakamu co cxo-
xeit ¢ MJI® KImH1uYeCcKoi KapTUHOM, TTOJI0XKUTEb-
HbeIM 3 dexkToM oT 'KC u 6osee G1aronpusiTHbIM
MPOTHO30M;

muckopaantHas OUII — ¢popma OUII, mpu KoTOpOIt
B PA3HBIX y4yacTKax JIETOYHOWM TKAHM, IIOJyYEHHOM
JUISI TUCTOJIOTMYECKO BepubUKallMKi IUarHo3a, Bbl-
SIBJIAIOTCS PAa3/IMYHbIe MATTePHbl WAUOMATUYECKUX
MHTEPCTULIMAIBLHBIX ITHEBMOHMIA, yatie Bcero — OUII
n HCUII. QuckopnantHass OUII BcTpeuaeTcs mpu-
MepHO Y !/4 Bcex maimeHToB ¢ MJI® u xapakrepusy-
eTcsl TIPOrHO30M, CXOAHBIM ¢ TakoBbiM Tipu OMII
(T. e. MmeHee OmaronpusaTHbIM, yeM Tipu HCUIT);
koHkopaantHags OWII — naubGonee vactass dopma
OMII, auarHocTUpyeTCss Ha OCHOBAHUM CXOAHBIX
(YHU(DOPMHBIX) TUCTOJOTMYECKUX MPOSIBICHUN MPU
OMOIICMU HECKOJBKUX Pa3IUYHBIX YIACTKOB JIETOU-
HOU TKaHW;

KnuHuyeckmne pexomeHaaumm

«COTOBOE» JierKoe — (POpMUPOBAHUE B JIETOYHON TKa-
HU BO3IYIIHBIX KUCT pasMepoM oT 2—3 no 10 mm,
PACMOIOXKEHHBIX CYOTUIEBPAIBHO U UMEIOIIUX YETKO
OUEpUYCHHBIEC CTEHKU;

TPAKUMOHHbIE OPOHXO0IKTA3bl — HEPABHOMEPHOE pac-
LIXPEeHNE MPOCBETOB OPOHXOB U OPOHXMOJI, BbI3BAH-
HOE CMOPIIMBAHUEM JIETOUHOU TKaHU 1 PACTSDKEHU -
eM (Tpakiueii) mpocBeTa OPOHXOB JIETOYHON TKaHU
B pesyJiTate nporpeccupytoiiero ¢hpuodposa;
PEeTHKYJISIPHbIE U3MEHEHUS] — CKUAJIOTUYECKUil (peHo-
meH npu KTBP, npencrasisieT co6oil ceTb U3 OTHO-
CUTEJIbHO TOHKHUX MEPEKPEIINBAIOIIMXCS JUHUMN,
KOTOpbIE MOTYT UMeTh (hOpMY KoJiell, MHOTOYTOJIb-
HUKOB WY TTapajieIbHbIX TUHWIA;

«MaTOBO€ CTEKJI0» — CKUAIOTUUECKUIT (peHOMEH TIpU
KTBP, xoTophblii XapakTepusyeTcsi yMEpeHHO BbIpa-
>KEHHBIM MTOBBIIIIEHUEM TLIOTHOCTHU JIETOYHON TKaHU,
Ha ()oHEe KOTOPOTO BUAHBI MPOCBETHI U CTEHKU OPOH-
XOB, BHYTPUJIETOUHBIE COCY/IbI, a TAKKE OYaru U pe-
TUKYJISIPHbIE U3MEHEHUS TIPU UX HAJTUYNU;
oboctpenue NJI® — HapacTaHUe OABIIIKU B TCUCHUE
nocienHux 30 mHeil W TIOSBIEHVWE HOBBIX OWIa-
TepaibHbiX U3MeHeHui npu KTBP no tumy «mato-
BOTO CTEKJIa» U / WIX KOHCOJUAATOB MPU UCKITIOUE-
HUU JPYTUX aJIbTEPHATUBHBIX MPUYUH (MHMEKIus
UT I.);

KOMOuHaIus JierouHoro ¢pudposa u smdpuszemsl (CPFE —
Combined Pulmonary Fibrosis and Emphysema) —
CUHIPOM, OOBEAUHSIONINIA MpU3HaKu 2 3a0oyieBa-
HUII — JieroyHoro ¢uobposa (MpeuMylIeCTBEHHO
B HIDKHUX OTIEJaX JIETKUX) U SM@PU3EMbI (IIpEeUMy-
IIECTBEHHO B BEPXHUX JOJISIX).

Kputepum (uHamnkaTopbl) OLLEHKN KayecTBa
MEAMLMHCKOIA NOMOLLM, OKa3aHHOW naumeHTy ¢ U1

Ipynna 3a0oneBaHuii UM COCTOSHMIA
Koga / kogpl no MKB-10: J 84.1

1.

CoObITHiiHbIE (CMBICIOBbIE, COLEPXaTeNbHbIE, MPOLLECCHBIE)
KpUTEpUM kayecTsa

OnpeneneHa i TakTka BeagHUS BOLHOO,
caenaHbl HasHaueHs! na [J wwrer [

MpoBeseHo nm o6cnenosaHne GYHKLUMIN BHELHEro
ObixaHus 60NbHOroa MM HET

MposeseHo nu KTBP-06¢nenosanmre 601bHOMO na [ wwHer ]
MpoBeseHo nm o6cnenosaHne 60bHOTO B AMHAMMKe na [] wwmner []
[laHbl M pekomeHaaumm no HasHavento KT

naupeHTy ¢ runokcemueit (Pa0; < 55 mm pr. CT. fa [] wwmuer [

umm Sp0, < 88 %)

2.

BpemeHHble KpuTepumn ka4ecTea

MonHoe o6cneaosatme He nosaHee 10 cyTok ot

obpalleHns naumeHTa na [] wwmHet []
MpoBezgHa v NynbCOKCUMETPS He NO3AHEE
1 CyTOK OT NOCTYNNEHIs NaLyeHTa na [ wwmHer ]
KoHTponb cocTosHus 6onbHOro He pexe 1 pasa B 6 Mec na [] wwmwer [
3. PesynbTaTuBHbIE KPUTEPUM KAYeCTBA

[lnarHocT4eckme NCCneLoBaHmns BoINOAHEHbI

B MO/THOM 06beme na [] wwmHer []
[laHbl 11 pEKOMEHIALMM MO MPOBEAEHMIO BaKLMHALMN

OT FpUNNa UM MHEBMOKOKKOBOM MHGEKLMM fa [ wwmrer [
[laHbl 1 pekoMeHaALMY Mo 0TKa3y OT KypeHus fa [ wwmuer
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ITopsnok ooHoBIeHUs KiiMHHYeCKMX peKoMeHaanuii
Oo6HoBieAre KIMHNYeCKX peKOMeHAAIIWil IIPOBOINT-
cs He pexe 1 paza B 12 mec. OOHOBJIEHHbII BapuaHT
Knuanyeckrx peKoMeHIaIni yTBepXKIaeTCsI Ha 3acena-
HUU UCITOJTHUTEIbHOTO KomuTeTa PPO.
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