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Cnncok cokpaieHHi
N3JI - natepcTunnanbsHble 3a00I€BaHus JIETKUX
HUII - uauonaTHyeckyue HHTEPCTUIHANBHBIC ITHEBMOHUHI
WI® - upuonatudeckuit nerounslit ¢pubpo3
OMUII - o6prHas HHTEPCTUIIHAIGHAS THEBMOHHS
HCHII - recniermpuueckas UHTEPCTULHANBHAS THEBMOHUS
KJIDDO - xomGunanus nerounoro Gpubposza u smMmdpuseMsl
[IT1®3 - nneBponapeHXUMATBHBIH (uOpPO3NacTO3
C3CT — cucremHoe 3a0051€BaHUE COCAUHUTENBHON TKAaHH
NU3JI-3CT — wunrepcTunuanbHOe 3a0oNieBaHUE JIETKUX, CBA3aHHOE C CHCTEMHBIM
3a0oyieBaHHEM COCOUHUTENBHOM TKAaHU
["OP - ractpo3zodareanbublii pedimoke
KT - xoMmnbioTepHas ToMorpadus opraHoB rpyJHOH KIETKH
BPKT - BeIcOKOpa3pemmaiomas KOMIbIoTepHas ToMorpagus OpraHoB IpyAHOH KJIETKH
JU — noBepuTeNnbHbII HHTEPBAI
XBbJI - xupyprudeckas OHOICHS JIETKOTO
BAJI - GpoHX0alIbBEONIAPHBIIA JTaBaX
JAII - nuddy3Hoe anpBeosipHOE MTOBPEXACHHE
AHA - anTHHYKICapHBIE aHTUTENA
CPb — C-peaxruBHbIii 6ok
P® — pesmarouanslit paxkrop
AIILII — anTHTENa K NUKIMYECKOMY LHHTPY/UIMHUPOBAHHOMY ITIEIITHIY
MMII — MaTpuyHas MeTaLIONpOTENHA3A
K®K - kpeatundochoxunaza
®XEJI - popcupoBanHas KH3HEHHAS €MKOCTD JIETKHX
JKEJI - sxn3HEHHAS €eMKOCTB JIETKHX
OEJI - o0mmas eMKOCTB JIETKHUX
OOJI - ocraTouHBIit 00BEM JETKHX
DLco - muddy3nonHas croco6HOCTE JIETKUX JUII MOHOOKCHIA YTIepoaa
JUIA — naBnenue B JIETOYHOI apTepHH
cp/lJIA — cpenHee naBiaeHHE B JIETOYHOM apTEpHH
MKS3P - MuHuMalIbHas KIMHUYECKU 3HaUUMasl pa3HULA
6-MT - TecT ¢ 6-MHHYTHO# X0B00IH

6-MP — 6-MuHYTHOE pacCTOSHHUE



['KC - riokoKkopTHKOCTEpOHIBI

JIT" - nerouHas runepTeH3Us

TOHA — TpomG03MO0Hs TeroaHol apTepun
OAC - ofbcTpyKTHBHOE allHO3 CHA

XOBJI — xponnueckast 006cTpyKkTHBHAS O0ONIE3HD JTETKIX
UBC — umemuyeckas 6one3us cepana

JKT - nmutenshas Kncnoponorepé.nnx

XBJI — xupyprudeckast OHOTICHSA JIETKOTO

VBJI — uHBa3sHBHAS BEHTHJIAIMA JIETKUX

HBJI — HeuHBa3uBHas BEHTUIIALUS JIETKHAX

OJIH — ocTpas fpIxaTenbHas HEAOCTATOUYHOCTH
MIIO — muoronmpodunbpHOE 06CyXaCHHE

YVP — ypoBeHs yOeAUTENBHOCTH peKOMEHIAIMH
V1 — ypOBeHb IOCTOBEPHOCTH J0KA3aTEIBCTB -
OIII — oTHOIMEHHE IIAHCOB

JU — noseputensHblit HHTEPBAN



TepMHuusbI1 1 onpejesieHns

HHTepcTHINANBHBIC 3200/1¢BaHNsI JIeTKUX — IeTeporeHHas rpynmna 3adoneBanuii u
NaTOJIOTHYECKUX COCTOSHHUIT H3BECTHOM U HEN3BECTHOM NPUPOABI, XapaKTePH3YIOLIASCS
pacnpoOCTpaHEHHBIM, KaK NMPaBUIIO, IBYCTOPOHHUM MOPAKEHHEM PECITUPATOPHBIX OTACIIOB
JeTKux (a1bBeos, peCIUPaTOPHBIX OPOHXHUOMN).

HanonaTnyeckne HHTEPCTHIHAJIBHbIE MHEBMOHHH — IPYINA HHTEPCTHIMAIBHBIX
3a00J1€BaHH JIETKUX HEU3BECTHOI STHOJIOTHH, CXOAHBIMH ITPU3HAKAMH KOTOPbIX ABILAIOTCS:
NPEUMYIIECTBEHHOE NOPAKEHUE MHTEPCTHIMANBHOM TKAHH, IPOrPecCHpPYIOMHMiA
¢ubpo3upyomuit mpolece B JIETKUX, COMPOBOXKAAIOIIMIICA HAapacTaroIIeii ¢ TeUeHHEM BpEMEHU
OJIIBILIKOM M PECTPUKTHBHBIMU HapyUIEHHSIMH BEHTHWIALIHOHHOM CITIOCOOHOCTH JIETKHX.

Hauonarmueckuii gerounsiii pndpos — ocobas popma xpoHUUecKoit
nporpeccupyoeit Gudposupyromeit HHTEpCTHIHANBHO MTHEBMOHUH HEM3BECTHOI OTHOJIOTUH;
BO3HHUKAET NIPEUMYILECTBEHHO Yy JIIOZEH CTapIIero Bo3pacTa, OpaxaeT TOJIBKO JIETKHE H CBsA3aHa
C THCTOJIOTHYECKUM H/WITH KOMIIBIOTEPHO-TOMOrpaduyecKuM maTrepHOM OOBIMHO#
HHTEPCTHIHAIBHOI NHEBMOHUM.

Hecnenndnyeckas HHTEPCTHIHAILHAS MHEBMOHHA — oJiHa U3 GopM
HIMONATHYECKNX HHTEPCTHIHATBHBIX THEBMOHUI, XapaKTepU3ylomasics pasHoo0pa3HEIMH
THCTOJIOTHYECKMMHU U KOMIBIOTEPHO-TOMOTpadHueCKMMHU NPU3HAKAMH, HEPEJKO CXOJHBIMH C
HIMONATHYECKUM JIETOYHBIM (HOPO30M, HO HACTO C MONOXKUTENLHBIM 3¢ PeKTOM OT
ITTIOKOKOPTHKOCTEPOHOB M 6oJiee OIaronpusTHHIM IIPOrHO30M.

CoTtoBoe Jierkoe — KJ1acTephbl BO3AYIIHBIX KMUCT pazMepoM oT 2-3 1o 10 MM B JierouHoii
TKaHH, PaclloJIOXKECHHBIE IPyNIaMH, CyOIUIeBpalbHO, B HECKOJIBKO CIOEB U MMEIOIIUX YETKO
O4YepYECHHbIEC CTEHKH.

TpaknnonHsie 6POHNX0IKTA3bI — HEPABHOMEPHOE pacIIHpEeHHE POCBETOB OPOHXOB U
OpoHxnon, BeI3BaHHOE GHOPO30M JTEroYHO# TKAaHH U pacTshKeHHeM (Tpakuueit) mpoceera
OpOHXOB JIETOYHOI TKaHU B pe3ynbTaTe nporpeccupyomuero ¢pubposa.

Perukynsiprbie H3MeHeHns — ckuanorndeckuii ¢enomer npu BPKT opraHoB rpyanoit
KJIETKH, IPEACTaBIAeT co00ii CeTh U3 OTHOCUTENHHO TOHKHX ITEPEKPEHINBAIOMINXCA JIHHUH
(YynnoTHeHuE BHYTPUAOJIBKOBOTO HHTEPCTHIIMSA), KOTOPBIE MOTYT HMETh hopMy KoJtel,
MHOTOYTOJIbHUKOB WM ITapaJUIEIbHBIX JIMHHUI.

«MatoBoe cTex10» — ckuanoruydeckuii penomer npu BPKT opraHoB rpyaHoii KireTkH,
KOTOPBIH XapaKTepH3yeTCs YMEPEHHO BBIPAXKCHHBIM NIOBBIIICHHEM TUIOTHOCTH JIETOYHOH TKaHH,
Ha (oHE KOTOPOTO BUAHBI IPOCBETHI M CTEHKH OPOHXOR, BHYTPUJIETOYHBIE COCY/IB!, & TAKIKE

Oo4aru M pCTHKYJIAPHBIC U3BMCHCHMSA, ITPH HX HAITUYHH.



Obocrpenne NJIP — HapacTaHue ONBINKY B TedeHUe nocaenunx 30 aneil U mosBlIeHHE
HOBBIX OHJIaTEpaIbHBIX U3MEHEHHMIA ITO JaHHBIM BBICOKOpa3pelaoneil KOMIBIOTEPHOIM
ToMorpa(uu opraHoB rpyIHOM KJIETKU 1O THILY «MATOBOTO CTEKINIA» /MK KOHCOMMIATOB nfm
HCKIIFOYEHHH JIPYyTHX aIbTEPHATUBHBIX NPHYHH (MHOEKIMS U JI.).

KomOunauus jnerodnoro ¢puéposa u sMdpuseMbl — CHHIPOM, 005 IMHTIOMMIA
NpU3HAKH ABYX 3a00/eBaHuii: nteroudoro ¢pudpo3a (mpeMMymecTBEHHO B HIKHIX OTAENaxX

JETKUX) 1 3M(pU3EMBI (TPEUMYIECTBEHHO B BEPXHUX OTAENAX JIETKHX).



1. KpaTtkas undopmanus no 3a00/1€BaHHIO HIH COCTOSTHUIO (TPynme

3a0bosieBaHUIl MU COCTOSTHMIA)

1.1 Onpenenenne 3aGoneBanns NaH__cocrosHug (rpvnnel_3afoJeBaHuii _nan
COCTOSIHHIT)

I/Innonamqecxﬁii nerounslit ¢ubpos (MJIDP) — ocobas dopMa XpoHUUECKOi
nporpeccupyioineit Gpudpo3upyoimeii HHTePCTHIHANBHON ITHEBMOHHNHY HEH3BECTHOM 3THOJIOTHH,
KOTODPasi BO3HHKAET NPEeHMYIIECTBEHHO Y JIIOJIEH CTaplIero BO3pacTa, Nopa)aeT TOJIBKO JIETKHE U
CBA3aHa € TMCTOJIOTMYECKHM /1T KOMIBIoTepHO-ToMorpaduueckuM (KT) narrepHOM 00BI4HOM
untepcrunuansioif nuesMonnu (OUII) [1,2,3]. I'ucronornueckuii marrepu OWII Bxmouaer
Hanmuuue ¢GubpobnacTuueckux ¢oKycoB, HHTEPCTHIHAIBHOTO XPOHHYECKOTO BOCHAJCHHS,
¢ubpo3a  NpeHMyIIECTBEHHO B  30HaX  OpPOHXHOJIO-ATBBEONSPHBIX nepexd,uos, B
NOATNIICBpaNbHbIX/IapaceNTalBHbIX 30HaX ¢ (opmupoBanneM «cor». Ilarrepn OUIl npu
Beicokopaspewmaromeii KT (BPKT) opranoB rpyaHoif KneTKH BKIIOYAET paclpoOCTPaHEHHbIE
JBYXCTOPOHHHE PETHKYIAPHbIE H3MEHEHHSI, IPU3HAKH «COTOBOTO JIETKOTOY» M/HIIH TPAKIHOHHEIX

OpOoHX03KTa30B ¢ peodiananieM H3MEHEHNH B KOPTUKAIBHBIX H 0a3ajIbHBIX OTAENAX JIETKHX.

1.2 DTioaorus ¥ naToreHes 3a60aeBaHHS HIH COCTOHHS (TPYVNNEI 32601eRAHHIT HAH
cocTostHNii)

Otnonorns WNJI® HeusBecTHa, OAHAKO OMIpENENICHBl HEKOTOphle (HaKTOpEI pHCKa,
cs3annele ¢ UJIO [4,5]:

> Kypenue. J10 onvH u3 HamboJiee 4acThIX (AKTOPOB PHCKA, VIS KOTOPHIX JIOKA3aHA
noctoBepHas cBa3b ¢ MJIO. 3naunmocTts faHHOr0 (hakTopa pHCKa BO3PaCcTAeT Y MAMEHTOB
¢ aHaMHe30M KypeHus 6onee 20 nauek-yer [6}];

> eHewnecpedogble UH2ANAWUOHHbBIE 6030elicmeus, He C6A3AHHbIE C KypeHuem.
[Toeunennnptit  puck passurus HII®  accouumpyercs ¢ IMPOKHM  CHEKTPOM
HEOPraHM4YeCKUX U OPraHMYeCKHX NBUIEH, B 4aCTHOCTH, ¢ MeTawmdeckoii (OLH 2,44; 95%
U 1,74 - 3,40), npesecnoii (O 1,94; 95% U 1,34 - 2,81) u xameHHo# nsﬁmo (ol
1,97; 95% JIN 1,09 - 3,55). B kauecTBe NOTEHIHATEHOTO (haKTOpa pHCKA PACCMATPHBAETCS
MHTQIAIMOHHOE BO3JCHCTBHE OpraHMdeckodl mpumM (pacTUTENbHAA MM KMBOTHAs) B
celbcKoM Xo3aiictee wim B bty (OL 1,65; 95% U 1,20 - 2,26) [7];

> zacmpo3zzodazeansusiii  peguioke (I'9P). BzaumocBass Mexay I'OP u HUII®
OKOHYATeNIFHO He J0Ka3aHa [8];

» memabonuueckue (3HOoKpunibie) paccmpoiicmea. MetaGomuaeckue (SHIOKPHHHEIE)

paccTpoiicTBa (caxapHselit 1nabeT, rHNOTHPEO03) BCTPEYAIOTCA 3HAYUTENBHO Yalle Cpeu
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6onpHpIx MJI® um paccMaTpHBAaIOTCS KaKk HE3aBUCHMBIH (akrop pucka i 3TOro

3abonesanus [9,10];

» 2enemuveckue hakmoput. Oxono 5% Beeit nonynsmnuu 6onsHex MO umerot ceMeitnblii
neroyHslit ¢ubpo3 (cpeau KpoBHEIX poacTBeHHUKOB). Hanbonee yacto (y 34% GonpHBIX ©
ceMeitHpIM JierouyHsM ¢ubpo3oMm u y 38% naiueHTOB C HH(D) BCTPEYACTCS MYTAIHs
MUCSB [11]; pexe (B 25% caygaeB HJI® u B 15% ciyyaeB ceMeiHOro J€ro4yHoro
¢ubpo3a) Mytanuu reHos, cBsa3aHHBIX ¢ TenoMepaszoil (TERT, TERC, DKCI, TINF2,
RTEL1, PARN) u BhI3BIBatolie yKkopoueHUE TEIOMEPHBIX YYacTKOB; B 3%, B OCHOBHOM
IIpU ceMeiHOM JierouHoM ¢ubpose, - MyTanuu B reHax cypdaxraaTasix nporenton C (SP-
C) u A2 (SP-A2) [12-16].

B ocHoBe naroreneza WUJIQ® nexaT NoOBTOpHBIE MUKPOIOBPEXAEHHS aNbBEOJSPHOTO
JMUTENNSA C HapyIICHHEM MEXAHHU3MOB €r0 pereHepanu. JTO NPHBOAUT K INATOJOTHYECKOH
peonurenu3anuy, npomudepamuu ¢GubpodnacToB M CHHTE3Yy M30OBITOYHOTO KOJNMYECTBA
JKCTPAlC/UTIOAPHOr0 MaTpukca. B pesynbrare HopMaibHasA JIETOYHAS MApeHXHMa MOCTENEHHO

3ameraetcs Gpubpo3Hoii TKaHbIO [6].

1.3 Dnuaemuonorns 3adojeBaHus WIH_cocTosiHust (rpvnnel_3aGojaeBanuii win
COCTOAHHIT)

Cunraercs, yro B rnociexHue roabl yuciao OonpHbIx WJI® yBenuumioch. OmHako
NIoKa3arenu 3aboneBaeMocTH H pacnipocTpaHeHHOCTH UJID B HcclefoBaHUAX pasHBIX aBTOPOB
CYMIECTBEHHO OTJIMYAIOTCS, YTO MOXHO OOBACHHTH OTCYTCTBHEM HYETKHX W OOMMIEIIPHHATHIX
JIUAarHOCTHYECKUX KPUTEPHEB, KAK PEHTT€HOJIOTHYECKHX, TaK H MOP(OIOTHUECKHX, OTIIHYHUIMH B
Iu3aiiHax uccnenoBaHwuii (pasnsle onpeneneuus NJI®, pasHelii Bo3pacTHOM cocTaB MallHEHTOB) U
ap. 3a6oneBaemocts NI 3aBucHT OT Bo3pacTa: 60NE3Hb BOSHHKAET Yallle B IIECTOM U CEIBMOM
JCCATWIICTAAX JKU3HH. DBOJBIIMHCTBO 3a00NEBIIMX SBIAIOTCS KypWIBIIMKAMH HIH 9KC-
KYPHIBIIMKAMH; MYKYHHBI O0JICIOT HECKOJBKO Halne, yeM xeHIUHE [17,18]. ITo maHHbmM pa3HbIx
aBTOpOB, 3aboneBaemoctb UJI® cocraBnser ot 6,8 mo 63 cmyuyaeB Ha 100 000 naceneHus B
3aBHCHMOCTH OT HCHoab3yeMoro onpeaenenus UJID [19-21].

CornacHo mpenBapUTENBHBIM JAHHBIM, ITOMYYCHHBIM IO pe3ysbrartaM pernctpa WID B
Poccuiickoit ®enepauun, pactpoctpanenHocts NI B Poccuiickoit @enepanny cocTaBiseT OKOI0
8 - 12 cmygaes Ha 100 000 nHacenenus, a 3aboneBaemoctp UJI® — 4 - 7 cmyyaeB Ha 100 000

HacesneHus [22].



1.4 OcoGenntocTi KoauporaHusg 3adosepanist HIH cocTosinust (rpvnnkl 3adojesannii

HJIH cocTosinuii) nmo Me HApOHOI cTaTHCTHYECKoil kaaccHukanmn  Ooge3ueit H

HDOGJICM, CBSI3AHHLIX CO 3I0POBLCM

Jlpyrue HHTEpCTUIHATIBHBIE JierouHble Oone3nu (J84):

Jpyrue uHTEepCTHIHANBHBIE JIerouHble Ooie3nu ¢ ynomuHanueM o ¢ubpose (J84.1)

1.5 Knaccndukauus zaGonesanus mjan_cocrosinnsa_(rpynnkl 3aboneBanuii nan
COCTOSIHHIi)

Knunuyeckast knaccuukanus HMJID orcyreryer. [lo coueranuio cnenuduueckux
KOMNBIOTEPHO-TOMOTrpadHYECKUX 1 MOPGHOIOTHIECKUX ITIATTEPHOB MOMHO BBIIEITUTS:

» mnoarsepxaeHHb NJI® (Haymuue narrepHa Tunuunoit OUIL y 6onpHoOro crapime 60 ner
NMpH OTCYTCTBMH KIMHUYECKH 3HAYHUMBIX BHEIIHECPEHOBBIX W  JIEKAPCTBEHHBIX
BO3NEHCTBHIfT W OTCYTCTBMH CHCTEMHBIX 3a0oneBaHWii COENMHHUTENBHON TKaHH;
cootBercIByioee coueranne BPKT- u mopdonoruueckoro narrepros (ITpun. /1)) [23];
seposatHslit UJI® (coorBercTBylomee couetanue BPKT- u Mopdonoriueckoro narrepHos

(cm. Ipun. ) [23];

» xoMOunaus neroynoro ¢puGposa ¢ aMpuzeMoii.

Y

IMpumep GopMynHpPOBKH AHATHO3A:

a. Hurepctunmanbioe 3aloneBaHne JETKHX: MIMONATHYECKHH JlerouHsiit ¢uobpos.
XpoHndeckas rHNOKCEMHUYECKas JbIXaTelIbHas HeJOCTATOUYHOCTb.

6. HWHtepcTuimansHoe 3a0oneBaHUMEe JIETKHUX: MAuomaTnyeckuit Jierounsii ¢uGpo3s
(xomOuHanus terounoro Gpudposa c sMmpu3eMoii). ByriesHas sMpuzeMa BEpXHUX OTAENTOB 060HX

JICTKHUX. XpOHPI‘-ICCKaSI THIIOKCEMHUYCCKaA AbIXaTeabHad HCAOCTATOYHOCTD.

1.6 Kninnnveckas kapTuHa 3aGojieBanus i cocrostius (rpyvnnki 3aboaesannii wan
COCTOSIHMIi)

Hauano 3abonepanust npuxonurcs, Kak IpaBmiIo, Ha Bo3pact crapime 50 set [18], y
OompHBIX ¢ ceMeitHbIM aHamHe3oM UWJID 3aboneBaHne MOXXeT HAYMHATECA B Oolee MOJIOAOM
Bo3pacrte [24].

OCHOBHBIMM KJTMHHYECKMMH mposiBieHHsMH WJI® sBLmOTCS OfplNKa, CHHIKEHHE
TOJICPAHTHOCTH K Harpy3Ke M XpOHWYECKHii Kallesb U Takie Hecnenn(pHIeckue CUMITTOMBI KaK
crmabocTh, CHIDKEHHE anmneTuTa, noreps Beca. ['uneprepmus, nepudepudeckas mmmdaneHonarus,
apTPUTHI, MHAJITUH, (CBHUCTAIIEE» IBIXaHUE, KPOBOXApKaHbE, 0OJEBOH CHHAPOM B IPYHHOIH

KJIETKE M NopaxKeHUe NeBBIX Kamep cepana He xapaxkrepus! aius WD [23,25].
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B otcyrctBue oOocTpeHHii ecTecTBEHHOE TedyeHHe OOJIE3HH XapaKTepu3yeTcs
MOCTENCHHBIM HAPACTAHHEM CHMIITOMOB B TEUCHHE HECKOJBKHX JIET J0 Pa3sBUTHS TSKEIBIX
HapyleHn# QyHKIMH JBIXaHUS U IPUCOSAWHEHHS OCJIOKHEHHH [26].

Hawnbonee yactoii npuunsoii cmepti npu WID (60%) sBnsercs nporpeccupyromas
IbIXaTenbHas HeAOCTaTOYHOCTD, @ TAKKe HineMudeckas 6onesns cepaua (MbC), Tpomboambonus
nerounoit aprepunm (TOJIA) u pak serkoro [27]. Meavana BBDKMBAEMOCTH OT MOMEHTa
noctaHoBKY auarno3a MJI® cocrasnser ot 2 mo 3 ser 1], a oT MoMeHTa nosBlieHHs NEPBBIX
cumnroMoB UJI® n/unu mamenenwnii no KT - 6 ner [28]. Bmecte ¢ TeM, y OONBHBIX C COXpaHHOIMA
nerouHoit GpyHKIHEH DTOT MoKa3aTeb MOXET OBITh BBILIE.

Y 5-15% mnaunenroB ¢ NJI® B TeueHuwe roja pasBUBACTCS OCTPOE YXYALICHHE
KJIHHHYecKoro cocrosHuda — obocrpenus MJI® [6]. OcHoBHBbIMU mpu3Hakamu obocTpenns NJID
. ABJIAIOTCSA OECIPUYHHHOE HapacTaHUe OABIIIKY B TeueHHe 1 Mec, YCHIICHHE KallUII ¥ TPOAYKIIHH
MOKPOTBL, JOKYMEHTHPOBAHHAs THITOKCEMHUs (YXy/IlIEHHE WIH TSKENI0e HapylueHHe razoobMeHa),
CBEXKHE AIbBEONAPHbIE HHOHUNBTPATHI HA PEHTTEHOrpaMMe JIETKHX M OTCYTCTBHE JIPYTHX NMPUYHH
YXyAIUCHHs, TaKUX KaK OKCTpa-MapeHXUMAaTO3Hble NMPUYHUHBI (ITHEBMOTOPAKC, IUIEBPATLHBIN
BoIOT, TOJIA) mnn cepaednast HEIOCTATOYHOCTH ¢ 00BEMHOI Tieperpy3koii cepaua [26, 29-31].
ITpornos oboctpenns WJIP, kax npaBmwio, HeONAaronmpusATHBIA, JETANBHOCTH BO BpeMs
FOCIHUTAIM3ALUN JocTUraeT 65%, a B TeueHHe 6 MecsAleB OT Ha4Yala pa3BUTHS O0OCTpEHHS - >
90% [26].

2. InarHocTika 3a00JieBaHHS HJIH COCTOAHNS (FPynnbI 3a00/1eBaHH HIH
COCTOSIHHI), MeANIHHCKHE MOKA3aHHsl 1 NPOTHBONOKA3AHHS K NPHMEHEHHIO

MeTOoA0B NTHAIHOCTHKH

Knunuyecxoe nooospenue na HJI® y 6onvnozo ¢ xponuueckoii 00bitiKoti npu Quzuuecko
HazpysKe, kauiiem, 08yXCMopoHHell UHCRUPAmMOpPHOU Kpenumayuell 8 6a3aNbHLIX 0MOeaax 1e2Kux
wunu ymonwjenuem OucmanvHulx aianz nateyeg pyk no muny "6apabannvix narouex”, ne
UMeIWUX 04e6UOHOI NPUYUHBL, OONICHO B0ZHUKAMD 8 Cledylowelt cumyayuy: 803pacm cmapuie
60 nem; omcymcmeue KIUHUYECKU 3HAYUMBIX BHEWHECPeOO8bIX WIU JIeKAPCMEEHHbIX
so30eticmeutl; omcymcmeue NPUHAKOE CUCMEMHLIX 3a001e6aHUll COeOUHUMERbHOU MKAHU
(C3CT) [17].

Kpumepuu ycmanoenenus ouaznosza/cocmoanusn:

1) orcanobvl Ha 00vIUKY NpU OMCYMCMBUU 0YEGUOHBIX NPUYUH, KIUHUYECKU 3HAYUMbBIX

BHeUIHecpeO08bIX UNU 1eKapCMEeHHbIX 6030eticmeuil; omcymcemeue npustnaxoe C3CT;
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2) o0eyxcmopouneii uncnupamopuol Kpenumayueii ¢ 6a3anbHbIX 0MOeNAX Ne2KUX NpU

ayckyiemayuu;

4) evinenenue nammepna obviunoi unmepcmuyuanoroii nneemonuu (OUII) npu BPKT opzanos
2PYOHOIl KIeMKYU W/UAU NPy NAMoN020-GHAMOMUYECKOM UCC.1e008aAHUU OUONMAMO8 1e20YHO

MKAaHU.

2.1 Kajno6b1 1 aHaMHE

Ilpn BemBnennn W3JI pexoMenayeTcs TimaTenbHBI cOOp aHaMHe3a mpHeMa
JIEKapCTBEHHBIX IpEnaparoB U Bo3aeHcTBHA (aKTOpOB OKpyxarouieii cpemsl Joma, Ha
paboueM MecTe U B JpYrMX MeECTaX, 4acTO IOCEIIAeMBIX MAIIUEHTOM, JUI MCKIIOYCHHS
noTeHIMansHeX npuunn U3JT [23].

YpoBenr ybGeaurenbHocTH pexomengammii C (ypoBeHb JI0CTOBEPHOCTH
JOKA3aTeJBCTB J)

Kommenrapun: Krunuueckoe nodospenue na HJI® y 60avH020 ¢ xponuyeckou
00vuukoli npu qhuzuueckold Hazpyske, KauwiieMm, OBYXCMOPOHHeU UHCRUPAMOPHOU
Kpenumayueil 6 bazanvHvix omoenax JezKux wWuiu ymoaujeHuerm OUCMANbHBIX aranz
nanvyes pyk no muny "6apabanneix nanoyex", He umerOUUX 04e8UOHON NPUYUHBL, OONICHO
603HUKamMb 6 credyrowjell cumyayuu: eospacm cmapuie 60 1em; omcymemeue KIUHUYeCKU
3HAYUMbBIX BHEUWHECPEO0BbIX UNU IeKAPCMBEHHBIX 8030etiCMBUTl;, OMCYymcmeue npusHaKos

cucmeMmublx 3a60nesanuti coeounumenvrot mxanu (C3CT) [17].

JInst OLCHKM OJBIMIKY NPH NOBCEAHEBHBIX (PU3MYECKUX HArpy3kax y manuenros ¢ MJID
pekoMeHayeTcs ucnonb3oBarh mkary mMRC (ITpwu. I) [32].

YpoBenb yoOeaureapHocTn pexomenpanuii C (ypoBeHB JI0CTOBEPHOCTH
J0KAa3aTeJILCTB 4)
Jna onenxu TsakecTH n nmporHosa WJID pexomenayercs ucmonpzoBath mkary GAP
(IIpun. I'2) [33].

YpoBenb yOegurenbHocTn pexomenpanuii C (YpoBeHb JOCTOBEPHOCTH

JI0Ka3aTeabcTB 4)

2.2 OdunkaabHoe 00c/Ie/I0BaHNE
V¥ 40% nanuenros ¢ NJI® npu nepBHYHOM 0CMOTPE BHISBJIAIOTCS H3MEHEHHUS AUCTAIBHEIX

dananr mo THy «GapabaHHBIX NaNOYEK» W HOTTEBBIX ILUIACTHH NMAIBLEB PYK II0 THITY «4acOBBIX

CTEKOJI» pa3INYHOM BEIpAXKCHHOCTH. BriABIIsIeMast mpu ayCKyIbTalMH JBYCTOPOHHSIS KpEMHTAIIMS

B KOHIIE BJIOXa (XPYCT «JIHITYYKH», HJIM XPHIIBI «velcro») B 6a3anbHBIX OTAENAX TAKKE XapaKTepHA

ais nanueHToB ¢ UJID u TecHO KOppenupyeT ¢ HATHYHEM TAaTTEpHA OOBIYHOM HHTEPCTHIHAIBHOM

naesmonuu (OUIT) npu BPKT opranos rpyaHoit knetku [34].
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¥V Bcex nanuenTos ¢ UJIQ pekoMeHOyeTcs O1lEHUBATh COCTOSIHME QUCTAIBHBIX (panaHr u
HOTTEBBIX IUIACTMH NAJBLEB PYK JUIA HCKIIOUEHHS U3MEHEHUs NO Tumy «bapabaHHbIX
TMAJIOYEK» M «YaCOBLIX CTEKOM».

YpoBens yOeanteabnocrn pexkoMeHaaumuii C (ypoBeHb [J0CTOBEPHOCTH
JI0KA3aTeJILCTB 5)

Kommenrapun: Buiaerenue usmenenus oOucmanvhulx aranz no  muny
«bapabannvix nanoveKk» U HOZMesbIX NIACMUH NAbYEE8 PYK RO MUNY «4ACOBLIX CMEKONY
npu nepsuiHom ocmompe 6oavnozo ¢ HJID ceuoemenvcmgeyem o paseepnymoii cmaouu
bonesnu u accoyuupyemcs ¢ nioxum npozrozom [1].

Bcem mamuenTaM ¢ xiImHHYeCKMM nopo3peHueM Ha UJI® pekoMmeHmyeTcss NMPOBOIUTH
ayCKyJIBTAIUIO JIETKHX JUIA BBISBJICHHS JBYCTOPOHHEH KpermuTaiuu [34].
YpoBenn yGemuteabHocTH pexomenpanuii B (ypoBenb JocToBepHOCTH

JI0Ka3aTeJILCTB 2)

2.3 JIabopaTopHble THATHOCTHYECKHE HCCIEI0BANNS
JUis ucxmouenus U3J1, ceszannsx ¢ C3CT (U3JI-C3CT), BceM GONBHBIM ¢ KITHHUIECKHM

nonospenueM Ha MJID pekoMeHIyeTCs BEINOJHATH UCCIENOBAHHE CKOPOCTH OCEINAHHSA
spurpounroB (COJ), nccnenosanne yposHa C-peaxtuBHoro Genkxa (CPB) B xposw,
OmpejeNiCHHE COACPXKaHHMA aHTHHyKJIeapHbIX aHtutrenl (AHA) B kpoBM (MeTtomoMm
MMMYHO}IIOOPECHIEHIINHN), OTIpe/ie/ICHHE COAepKaHus peBMatouaHoro gakropa (P®) B
KpPOBH, OIPECICHHE COJACPKAHMA AHTHHYKJICADHBIX AHTHUTENl K Sm-aHTHIeHY H
Olpefie]IEHHE COJAEPXKAHUA aHTHTEJN K IUKINIECKOMY LUTPYJIHHOBOMY MENTHAY (aHTH-
CCP) B xposu [23].
YpoBenb yGeaureabHoctn pexomenpanuii C (ypoBeHb JOCTOBEPHOCTH
J0KAa3aTeJbCTB 5)
Kommentapun: V 6onenvix ¢ nooospenuem na HJIID u cumnmomamu C3CT
mpefyemcs 6onee Oemanvroe ucciedosanue coleopomoynvix mapxepos C3CT:
- npu noOO3peHuU Ha MUO3uUmM: onpedeienue AKMUGHOCMU KPeAMUHKURA3bL 6
Kpo6U, uUccre008anue YPOGHS MU02100UHA 6 KpO8U, onpeldelenue aKmusHOCMU
anbOONA3bl 6 KPOGU, Onpedenenue COOEPICAHUL AHMUYEHMPOMEPHBIX AHMUMEN 8 KDOGU
uop.; A
- npu NOO03pPeHUU HA CUCMEMHYIO CKIEPOOEPMUIO; ONpedeNente COOepIHCAHUs
anmumen k Scl-70 / monousomepaze-1 8 Kpoeu, onpederenue COO0epPICAHUA

AHMUYEeHMmpOMEPHLIX aHmumen 6 Kposu,
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- npu nooospenuu na cunopom Lllezpena: onpedenenue cooepoicanus anmumer
k SSA/ Ro u SSB/ La ¢ kposu;
- npu nooospenuu Ha eackyium: onpeoerenue mapkepos ANCA-
accoyuuposannvix eackyaumog: PR3 (c-ANCA), MIIO (p-ANCA).
Buvisgnenue C3C T y 6onvHo20 ¢ uHMEPCMUYUATLHBIMU USMEHEHUAMU 6 e2KUX
uckmoyaem ouaznos HJIP [1].
Bcem 60mpabM UJI® pexomMeHayeTcst peryJIipHO BBIIONHATH MyJIbcokcHMeTpHio (SpO2)
B ITOKO€ ¥ NpH pu3HyecKoil Harpy3ke (U BHITIOTHEHHUH TeCTa ¢ 6-MUHYTHO# X01600i1 (6-
MT)) nnsa BesiBnEeHus aecaryparus [1].
YpoBens yOeaureabHoctn pexomenaauuii C (ypoBeHb A0CTOBEPHOCTH
JI0Ka3aTeJbCTB 5)
KomMmenrapun: Buisenenue decamypayuu Hudice 88 % sasnaemcs noxazanuem x

HA3HAYEHUIO KUCI0pOo0omepanuu.

2.4 HHCT'!!MCHTaJleble AHATHOCTHUYCCKHE HCCICTOBAHNUS

2.4.1. Pentrenojioruuyeckas JHArHOCTHKA

BonbHemM ¢ momo3penneM Ha UJID He pexkoMeHayercs mpoBefeHHe 0030pHOI

peHTreHorpaduu opraHoB rpyIHOI KIETKH B CBSI3U C €€ HU3K0# uHpopMaTuBHOCTEIO [37].
YpoBens yOegurenbHocTu  pexomenHpammii C  (ypoBeHL  JAOCTOBEPHOCTH
JI0KA3aTEJLCTB 3)
BceM GonbHeM ¢ xmmnHmYeckuM mnopo3peHueM Ha MJIQ pexoMeHmyercs mpoBelieHHe
BPKT opranoB rpyaHoit ki1eTku U moaTBepkAeHus ararnosa U@ [23].
‘ YpoBens yOemureabHocTH pexkoMengammii C (ypoBeHb [0CTOBEPHOCTH

A0K23aTeJLCTB 5)
KT opranoB rpyaHoOil KjI€TKM ¢ BHYTPUBEHHBIM KOHTPACTHPOBAHHEM PEKOMEHIYETCS
GonpreM ¢ M3J1 TONBKO 1A HCKIFOUEHHs TpoMGoaMBomiu nerounoit aprepun [23].

YpoBenn YyOeaurenbnocTH pexomenpanuii C (ypoBeHb [J0CTOBEPHOCTH
JI0KA3aTeJbLCTB J)

Kommenrapun: Texnuyeckue mpebosanua k BPKT opzanos 2pyouoti kiemku y
6onvuvix HIID:

- monkue momozpaghuueckue cpeswt (<I mm) [38];

- aN20pumMm 6blCOK020 NPOCMPAHCMEEHH020 paspeutenus [39];

- uzobpasicenus OONICHLL GbIMb NOTYYEHbL HA MAKCUMATLHO 21Y6OKOM 800Xe;

- cnupanbHoe (06veMHoe) CKAHUpPOBanUe;
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- NpU COMHUMENbHBIX Pe3yIbmamax CKAHUPOBAHUS 6 HNONONCEHUU HA CHUHE
PEKOMEHO0BAHO BbINOIHEHUE CKAHUPOBAHUS 8 NOJIONCEHUU HA dHcugome OJisl YCmMpaHeHus
«epasumayuonnozo sgpgpexmay [40] u skcnupamopnoii KT 0ns 6visgnenus «8030YUiHbIX
noeyuexy [41];

N3menenus Ha BPKT opranoB rpyaHoi KJI€TKH OTpaXkatoT MOP(HOIOrHuecKre N3MEHEHUS

B JIerkux, kotopsle npu WD npencrasisator codboit narrepn OUIL
OcnoBubiMu npusHakamu OUII npu BPKT opraHoB rpyaHO# KIETKH SIBISIOTCS:

- mpeoOiaiaHie N3MEHEHUH B KOPTUKAIBHBIX U 0a3aJIbHBIX OT/IENax JETKHX;

- i y3HbBIE ABYXCTOPOHHUE PETUKYIISAPHBIC H3MECHEHMUS,

- MEJIKHE CYOIUIeBpAIbHBIE BO3IYIIIHBIE KUCTHI («COTOBOE JIETKOEY ) U/UITH

- nepudepruyeckre TpakIMOHHbIE OPOHXO0- WM OpOHXMOJI03KTa3kl [42] (Puc. 1-3).

«MaToBoe CTEKJI0» MOXKET NPHCYTCTBOBATh Ha (POHE PETUKYJSAPHBIX H3MEHEHUH |
«COTOBOT'O JIETKOTO», HO HE JOJDKHO IpEeBajIupoBaTh Haa APYTMMHM H3MEHEHUsAMHU. Takoe

"MaToBO€ CTEKJI0" SIBIIIETCS MpU3HAKOM (ubpo3a [43].

Puc. 1. OObluHas wuHTEpCTUIMATbHAs MHEBMOHUs, TunuuHas BPKT-kapruna. a)
aKCHaJbHBIN cpe3, 0) ¢ppoHTanbHas pedopmalys, B) caruTTaabHas peopMarus, 1) akCHaIbHbIHA
cpe3 B MOJIOKEHUU Ha )kuBoTe. KopTukaipHOE pacnpeesieHne U3MEHEHUH ¢ HAapacCTaHUEM UX OT
BEpXyUIEK K auagparme, "COTOBOE Jerkoe", peTUKYIISIPHbIE H3MEHEHHS, OTCYTCTBHE '"MaTOBOTO

crexna". MccnenoBanue B OJOKEHUU HA )KUBOTE TOJITBEPKIAET OTCYTCTBUE ""MAaTOBOrO CTEKa".



Puc. 2. O0b1uHas HHTCPpCTUIIMAIbHAA THCBMOHUS, TUTIMYHAA KapTUHA. CoTtoBoe JIerKoe Ha

aKCHaJIbHOM cpese (a), Ipu peGopMaru Bo (pOHTAIBHOM (0) M CaruTTaIbHOH (B) MIOCKOCTSX.

Puc. 3. OObluHasi WHTEpCTHLMAbHAS ITHEBMOHHWS, TUIMYHAs KapTuHA. TpakuuoHHBIE

6pOHX03KTa3BI B KOPTHUKAJIBHBIX OTACJIAaX JICTKHUX Ha pe(bopMaLu/m B KOCOH IIIOCKOCTH (a) n

aKkcuaibHOM cpese (0)

Boienstor Heckonpko narrepHoB OUII nmo nannsiM BPKT opranoB rpynHoi kinetku

(Tabmn. 1).

Tabauna 1. KomnbsrotrepHo-ToMorpadguueckue quarHoctuueckue kareropuu OUIT

Pacripenene

HHC

IIpusHaku

Tunounynasgs OUIT

[Ipeobnananue B
0a3albHBIX
oTJIenax (pexe
Tuddy3HO) u
CyOrmIeBpaibHO;
pacnpeaencHue
OOBIYHO
reTepOreHHOe
«CotoBoe
JIETKOEY);

PETUKYJIIpHBIE

Beposarnas OUIIL

CoMmHuTENIbHAS

OUII

[Ipeobnaganue B BapuabenbHoe

0a3albHBIX u  wim quddys3Hoe

CyOIIeBpaJIbHBIX

OTHACNaX;

pacnpeaciiCHue

00BIYHO

reTCPOrcHHOC

Perukynspusie
U3MEHEHUS

nepugepruuecKum
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®ubpo3  6e3
C Kakux-iaubo

0COOEHHOCTEMN.

BPKT-kaptuna,  He
COOTBETCTBYIOLIAs
OuIl
[Ipeobnananue B
BEPXHHX M CPEIHUX
oT/eNnax;
nepruOpPOHXOBACKYIISIP
HbIE M3MEHEHHUS C
MHTAKTHOCTBIO
CyOTIeBpaIbHbIX
OT/EJOB

JIroOble u3
NEePeUNCIICHHbIX:

npeoOaganue



HU3MCHCHUA C W TPAKOUOHHBIMH ITIO3BOJIAKOIIUX KOHCOJIMAAaIu.

nepupepuIeckuM  GPOHXO- U 3aroI03pHUTh pacpocTpaHeHHOe
U TPAaKIMOHHBIMU Oponxmosiodktaza OMUII «MaToOBOE CTEKJIO»
OpoHxo- U MH, OTCYTCTBYET (6e3 MIPU3HAKOB
OpOHXHMOJIOIKTA3a  «COTOBOE oboctperust ~ NJID),
MH¥; OTCYTCTBHE JIETKOEY; pacrpocTpaHeHHasI
MPU3HAKOB, OTCYTCTBHE MO3aMYHOCTh C YETKO
TIO3BOJISTFOIIHX MIPU3HAKOB, OYCPUCHHBIMU
3a110/103pHUTh MIO3BOJISIFOIINX «BO3YIIHBIMU
albTEPHATUBHBIA  3aI0I03PUThH JIOBYIIIKaMM)
AJUuarHo3 aHBTepHaTHBHBIﬁ BBLJIOXC,

JIMarHo3 MHOECTBEHHBIC

o4daru uin KHCTbI

Hpumeanue: * . MOTYT HNPUCYTCTBOBATH c1abo BBIPAXKCHHOC «MATOBOC CTCKIIO».

PETUKYJISPHBIC U3MEHEHHUS, OCCUPHUKAIIHS.

ITpu BPKT-narrepne tunnunoii OUII u kmuHMYECcKUX TaHHBIX, COOTBETCTBYOMUX NJID,
HE PEKOMEH]IyeTCs BBIMOJHEHNE OMOTICUH JIETKOTO (XUPYpPrUuecKoi, TpaHCOpOHXUATBHON
Wi Kpuobuoricuu) u OpoHxoanbBeodsipHoro naBaxka (BAJI) mis monaTBep)aeHUs
nuarnosa [23].

YpoBenb ybOenurenbHOCTH pekoMmeHganuii C (ypoBEeHb JOCTOBEPHOCTH
J0Ka3aTeNIbCTB 5)

KomMmenTtapuu: B coomsemcmayroweri KIUHUYeCKOU cumyayuu cneyu@duiHocms
nammepua munuunot OUII ons ouaenocmuxu UJI® npu BPKT opeanos epyonou kiemku
oocmueaem 94-100%, umo nosgonsiem nocmasume ouacrnos MJID Oe3 uneasueHvix
ouacnocmuyeckux emeutamenscme [44,45].
bonbHbIM ¢ KnmMHUYECKUM 1o03peHneM Ha WJI® u BhIABICHHEM MATTEPHOB BEPOATHOU
OMUII, comuurensHoit OUII min anereprarusHoro nuartosa npu BPKT opranos rpynzoit
KIETKA PEKOMEHIYeTCS BBINIOJHEHHE XUPYPrU4ecKod OWONCHHM  JIeTKOro ISt
MOATBEPKCHUS Auartosa [23].

YpoBenb ybOeautenbHOCTH pekoMeHganuid C (ypoBEeHb [OCTOBEPHOCTH
JI0Ka3aTeJIbCTB )

Kommenrtapuu: BPKT-nammephnvl eéeposmuou unu comwumenvroti OHII menee
cneyugpuunvl ons UJID u nosmomy mpeoyrom Xupypauveckoll 6UONCUlL 1e2K020 C Yelbio

bonee mouHol oyeHKu NPoecHo3a U 8blbopa bonee cneyuguunol mepanuu [23,46].
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B nacmoswee epemsa onyo6auxko6ano HedocmamouyHo 00Ka3amenbHulX OaHHbIX O/
paspabomku pexomeHoayull 3a Uiu NPoOmus UCNOAb308AHUS Opy2UX 6uUd08 Ouoncuu
neekoz2o  (mpaucopouxuanvhot ouoncuu (THBJI) wmu kpuobuoncuu) y O0IbHBIX C
KIUHU4eckum nooospenuem Ha UJI® u nammepnom eeposimmuoi OUII, comnumenvuou
OUII unu anemepuamugrozo ouazcroza Ha BPKT opeanog epyonoii knemxu [23].
bonpHbIM ¢ KiMHUYECKUM nono3peHueM Ha MJID u BbIsABICHHEM NATTEPHOB BEPOSATHOMU
OMUII, comuurensror OUII nnm ansrepHaruBHoro auarsosa Ha BPKT opranos rpyanoit
KJIETKH PEKOMEHIYEeTCsl IMTOJOTHYECKUN aHajIM3 OpOHXOAIbBEOJIIPHOIO JlaBaxa JUis
muddepeHnanbHON 1uarHocTuku ¢ apyrumu U3JI [23].

YpoBeHb ybOeautenbHOCTH pekomeHnanuii C (ypoBeHb JOCTOBEPHOCTH
JI0Ka3aTeNIbCTB J)

Kommenrtapuu: Kiemounwiii cocmas BAJImosicem nomous 6 ouppepenyuanvHot
ouaznocmuke UJI® c opyeumu ¢hubposzupyrowumu H3J1. Tax, npu HUJID npoyenmnoe
codeparcanue nelimpogunog 6 BAJI eviuie, yem npu eunepyy8cmeumenbHoM NHeGMOHUME,
HCHUII u 303unogunvholi nHeemMoHuu, npoyenmuoe cooepiucanue 303UHOPUIO8 Hudice,
YeM npu 203UHOPUILHOL NHEBMOHUY, NPOYEHMHOE COOEPIHCAHUE TUMPOYUMOS Hudice, YeM
npu HCHII, caproudose, Kkpunmoeennou opeanusyrouweticia nueemonuu (KOII) u
aumehoyumaprotl unmepcmuyuanvrou nHesmonuu (JIUIL; coommowenue CH4/ CB ¢ BAJl
npu UJID nudxce, uem npu capxoudose, u eviute, yem npu HCHUII [23].

IIpu onHoBpemenHoM BbisiBIeHMM Ha BPKT opranos rpynHoii kinetku narrepHa OUII u
SMQHU3EMbl PEKOMEHAYETCs YKa3bIBaTh B JUarHo3e KOMOMHALMIO JIeroyHOro ¢uodposa c
sampuzemoii (KJIDD) B cBsi3u ¢ 0cOObIM TeueHueM Takoro ¢perHoruna MJID [23].

VYpoBeHp yOenurenbHocTH pekoMmeHaanuii C (ypoBeHb JOCTOBEPHOCTH
J0Ka3aTeabCTB 5)

Kommentapuu: Krunuueckou ocobennocmoto cunopoma KIIDD saensemcsa
Hanuuue BbIPANCEHHOU OObIUKU NpU HEPeOKO HOPMANbHBIX — CRUPOCPAPUYECcKUX
nokazamenax [l], a maxoce Oonvwas pacnpocmpanenHocms u  msadxcecmv JII,
CywecmeeHHo yxyouaouas npoeHos sabonesanus [47].
bonbHbIX ¢ knmHMYeckuM nonospeHueM Ha MJI®, marrepuom OMII u npusHakamu
ieBponapenxumarostoro gpuoposnacrosza (I1I11P3) na BPKT opranos rpyaHoil kinetku
10CJIE MHOTONPO(QHIBHOTO OOCYXIECHUSI PEKOMEHAYETCS PAacleHUBATh Kak OONBHBIX C
NJI® B cBsI3U €O CXOHBIM KIIMHUYECKUM T€UEHHEM U IIPOrHO30M 3THX 3a0oieBaHuit [23].
VpoBeHb  ybOeautenbHocTH — pexkomeHnauuit  C  (ypoBeHb  JOCTOBEPHOCTH

JI0KAa3aTeJIbCTB J)
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Kommenrapuu: I1I1D3 - npoepeccupyrowee pudbposupyrowee U3J1 neuzgsecmmuoii
smuonocuu. [na ITIDPO munuunvl HepasHOMepHOe YymolujeHue niespvl U Haluyue
Y4acmkos cyomespaibHOU KOHCONUOAYUU Ne20YHOU NAPEHXUMbL 8 BEPXHUX U CPEOHUX

omoenax neekux Ha BPKT opeanos epyonotl kiemxu.

2.4.2. Mopdonoruveckas IMarHOoCTUKA

OcHoBoit Mopdooruueckoit JTAATHOCTUKH nio SIBIIAETCS BBISIBJICHUE

Mopdonoruyeckoro narrepaa OUIL.

Mopdonornyeckuit nuarso3 OUII pexomenayercss BbICTaBIsATh OoibHBIM ¢ W3JI mpu
BBISIBJICHMM B OWOMNTAaTax JETOYHOW TKAaHH Te€TEPOTCHHBIX MU3MEHEHUH apXUTEKTOHUKH
JIETKUX 32 CYET y4YacTKOB IUIOTHOTO (uOpo3a, yacto ¢ (HOPMHUPOBAHHUEM «COTOBBIX)
CTPYKTYP, B COUYETaHUH C y4aCTKaMH MEHee MOPaKCHHOH (MIJIM COXPaHHOW) MapeHXUMBI 1
NpH OTCYTCTBHU NMPU3HAKOB aJbTEPHATUBHOTO 3a001€BaHMs JIerkux [1].

VpoBenp  yOeaurenbHOCTH  pekoMmennauuii C  (ypoBEHb  JIOCTOBEPHOCTH
JI0Ka3aTeJIbCTB )

KommeHTapuu: Omu namoeucmonocuyeckue u3meHeHusi 00bIYHO Haubonee
BbIPAdICEHBL 8 CYONIEBPANLHLIX U NApAcenmanbHovlx 30Hax (Puc. 4). Hnmepcmuyuanvhoe
gocnanenue 0ObIYHO BbIPAICEHO YMEPEHHO, 8 BUOE 0UAL0BbIX UHDUILIMPAMOE, COCMOAUUX
U3 IUMPOYUMO8 U NIAZMAMUYECKUX KIemoK. B 3onax ¢pubposza mocym ecmpeuamovcs max
Hazvieaemvle Qubdbpobracmuyeckue oKycvl, cocmoswue U3  NpoaUdhepupyIouux
Gubpobracmos u muogpuobpoodracmos (Puc. 5). « Comosviey cmpykmypsl npeocmasisom
co00U  KUCMO3Hble NOAOCMmU ¢ (QUOPO3HOU  CMEHKOU,  OObIYHO — BbICHIAHHbIE

6pOHXZ/lOJZ}ZprlM onumeiuem, Komopbvble mocym codep:)fcamb C/IU3b U KllemKU 60CnalerHusl

(Puc. 6).

Puc. 4. OObIyHast UHTEPCTHLMANBHAS THEBMOHMS: y4acTKu (uOpo3a B MOAMIEBPAIBLHBIX

U IMapaceluTaJlbHbIX 30HaX
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Puc. 5. O6buHas HHTEPCTULIMATIBHAS Puc. 6. O0GbIyHast HHTEPCTULIMATIBHAS
MHEBMOHUS: MUOPuOpobIacTnueckuil (OKyC  IMHEBMOHHMS: "COTOBBIE" CTPYKTYpPHI
B MECTE Iepexoa PeCIIMPaTOPHOH

6p0HXI/IOJ'H:I B aJIbBCOJIbI

Brigenensr Heckonbko rucronornueckux narrepHos OUII (Tabm. 2) [23].

Ta6nuna 2. ['ucronoruueckue narrepHsl U npusHaku OUILT

Tunnunas OUIIT Beposarnas OUIIL ComuuTENBHAS AnbTepHaTUBHBIN 1UAarHO3
OuIl

[TnotHelii pubpo3 ¢ IIpuCyTCTBYIOT dubpos ¢ ITpusnaku npyrux MAIIT
HapyLIEHUIMH HEKOTOpbIE HapyLIEHUSAMU (Hanpumep, OTCYTCTBHE
ApPXUTEKTOHUKH MIPU3HAKA ApPXUTEKTOHUKH ¢bubpobracTuyeckux
JIETOYHOU TKaHU tunuyHoit OUII, i 6e3 HuX, ¢ (hOKYCOB MJIM PBIXJIBIH
(«coToBOE NETKOE»)  HO UX MpU3HAKAMHU ¢ubpo3) Bo Bcex

BBIPAXKEHHOCTb HEe  martepHa OUII OuomnraTax

MIO3BOJISICT WA BTOPUYHON

TOBOPUTB O OULII, BbI3BaHHOM

tunuyHoit OUIT/  apyrum

niio ¢$ubdpoTHUECKUM
" 3a00JIeBaHUEM
JeTKux*
[Ipeumy1ecTBEHHO OTCYTCTBUE I'ucronoruyeckue
CyOIIeBpanbHOE U IIPU3HAKOB MIPU3HAKKU IPYTUX
[apacenTalbHOE aJIbTEPHATUBHOTO 3aboseBaHui
3a00s1eBaHus (TMnepyyBCTBUTEIBHBIN
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pacripenenenue ITHCBMOHMT,
¢bubpoza JIAHTePraHCO KIJICTOYHBIN
THCTHOIIMTO3, CAPKOUI03,
TUM(AaHTHOIEHOMUOMATO3)
OuaroBslii pudpo3 nJIn Hekotopsie
MPU3HAKU
tunnaHor OUII,
HO TIPY 3TOM
UMEIOTCS
MPU3HAKU
aJIbTCPHATUBHOTO
3aboseBaHus#

cI)I/I6pO6J'IElCTI/I‘leCKI/Ie HaJIM4KUEC TOJIBKO

(hOKyCHBI «COTOBOI'O
JIETKOT'0»

OtcyrtcTBUE

MIPU3HAKOB

AIbTEPHATUBHOTO

3a00JIEBaHHS

Ilpumeuanus: * - I'paHyseMbl, THATMHOBbIE MEMOpPaHb! (OTIMYAIOIIHECS OT TAKOBBIX TPU
oboctpernn WNJID), BbIpakeHHOE MNEPUOPOHXHANBLHOE pacIpe/e/icHHe W3MEHEHHH, Y4acTKH
MHTEPCTHIHAILHOTO BOCIIAJNICHUS, HE CBs3aHHBbIE ¢ (DUOPO30M, BBIPAKCHHBIA XPOHHYECKHIA
¢uOpo3 MmIeBphl, OPraHU3YIOMIASCS THEBMOHUS.

# - BocnanurtenbHble KICTOYHbIC HMHQHIBTPATHI BHE 30H «COTOBOTO JICTKOTO»,
BbIpa’>XCHHAsA JII/IM(bOI/II[HaSI runepruiaduss, B TOM 4YHCJIIC C BTOPHUYHBIMU T'CPMUHATHBHBIMU
[EHTpaMH, YETKOe NEepHOPOHXHAIBHOE pacrpeleliecHne HM3MEHEHUH, B TOM YHCIE C

pacnpoCcTpaHeHHOH MepUOPOHXUOISPHOIN MeTarIa3uen.

2.4.3. ®OyHKUMOHAJIbHAs IMAarHOCTUKA

Jlerounsie QyHKIMOHANBHBIE TeCTBl y OonbHBIX ¢ WMJI® OOBIMHO BBISBISIOT
PECTPUKTUBHBIC BEHTWIALIMOHHBIE HAPYIICHUS C YMEHBIIEHHUEM JIETOYHBIX OOBEMOB U
camkennem Obco [48].
. Bcem  mammentam ¢ WJI®  pekoMeHIyeTcss  BBINOJHATH  MCCIIEJOBAaHUE

HECITPOBOUHUPOBAHHBIX AbIXATCIBbHBIX 00BEMOB U ITOTOKOB AJIs1 YTOUHCHUS XapaKTepa U
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BBIPXECHHOCTH HapyIIEHUH JIETOYHOH BEHTHIALINH, 2 TAIKOKe MOHHTOPHPOBAHUS CKOPOCTH
nporpeccupoBanus UJId [1].

'Yponem, yoenurensHocTn pexomenpanuii C (ypoBeHb IXOCTOBEPHOCTH
X0Ka3aTeJLCTB J)

Kommentapuu: 3nauenue ghopcuposannoii scusnennoi emxocmu nezxkux (OXKEJ)
Ol NPO2HO3a IeMAnbHOCMU 8 Nepuod nocmanoeku ouaznoza HJI® oxonyamenvno ue
ycmatnoeneno, oonaxo cuudicenue PIKEJI 6 abcontomuvix 3navenusax va >10% 6 meuenue
12 mec. 6 npoyecce nabniodenus 3a 6oabHbIM CEUOCMENLCMEYEM O NPOZPECCUPOSAHUY
3a601e6aHUA U ABAAEMCS CYPPO2AMHBIM MAPKEPOM pUcka remanvrocmu [1].

Bcem nanumentam ¢ MJI® pexomennyercs maMepenne aubdy3uoHHONH cmocoGHOCTH
JIETKUX N0 MOHOOKcHARY yriepoaa (DLco) juis BbLiBIEeHHMS HapylleHHH razoo0OMeHHO
¢bynkuun nerkux [1].

YpoBeunr ybOenureabHoctn pekomennanuii C (ypoBeHb [J0CTOBEPHOCTH
JOKa3aTeJbCTB S)

Kommenrapun: Beauyuna DLCO <40 % om 00nicHo20 3Ha4enus 8 nepuoo

nocmanoexu HJIP aensemesa 0ocmogeprvim pakmopom pucka cmepmu [35]. Cuuscenue
DLco ¢ abconomnvix 3nauenusx Ha >15% (napady co cuuoicenuem OIKEII unu 6es
mako60z20) 6 mevenue 12 Mec 6 npoyecce HabAIOOeHUs 3a GONLHLIM NPU OMCYMCMEuU
AlbMEPHAMUBHBIX NPUYUH  ceudemerbCcmeyem 0O hNpozpeccuposanuu saboneeanus u
Aensemces cyppozamuvim mMapkepom pucka aemanswocmu [1]. Ha pannux cmaousx HJID
Mooicem Goimb GHIAGIEHO uzonupoeannoe cnudxcenue DLco npu nopmanvHblx ne2ounvix
obwvemax. IIpozpeccupyroujee uzonupoeannoe cHudicenue DLco npu monumopuposanuu
meyenus 3abonesanus mpebyem UCKTIOUEHUS NAMONOZUYU J€20YHbIX COCYI08, 6 Nepeyio
ouepeOb, Ne2ounol cunepmensuu [49].
Bcem nauuenrtam ¢ UJI® pexomenayercs BLInothTL TECT ¢ 6-MUHyTHOI X0a6060ii (6-MT)
Ui  OOBEKTHBHOH ONEHKM MX (YHKIHOHAIBHOTO COCTOSHHS, IOTPEOHOCTH B
KHCJIOPOJOTEpANHtH, OIpeieIeHH NPOTHO3a, a TAKXKe OLEHKH 3 (EKTHBHOCTH JIETOYHOM
peabunuraruu [1].

YpoBenn ybGeauteabHocTH pexomenaauuii C (ypoBeHb XOCTOBEPHOCTH
0KA3aTeJLCTB 5)

Kommentapuu: IIpoznocmuueckoe 3nayenue uMeom HeCKOAbKO napamempos G-
MT: npoiidennoe paccmosnue, decamypayus < 88% u ckopocmsb 6occmanosnenus nyaoca
no oxonyanuu mecma [50-52]. 6-MT nozsonsem npozrno3uposams iemansbHocmy GONbHBIX

HII®, oxcuoarowyux mpaucnranmayuio nezkux [53,54]. 6-MT ne noxazan 6onvuvim, y
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KOmMopeix X00b0a IUMUMUPOBAHa Opy2umMu NpUYUHaMu (Hanpumep, namoao2ueli ONOPHo-

oguzamenbH0o20 annapama), u 601bHbLIM ¢ nO30HUMU cmaduwimu HIID [55].

2.5 Unble juarnocrnyeckue HCCae0BAHHS

Mruoronpodmisnoe o6cysxaenue (MI1O) pekoMeHIyeTCA IPOBOAUTS JUISL BCEX MALIHEHTOB
¢ nojo3penueM Ha UJ1O c uensio noarsepxxaenus auardosza MJID u o6cyxneHus TaKTUKH
neqenus [17,24].

YpoBenn yGeaureannoctu pexomenpanuii C (ypoBeHb A0CTOBEPHOCTH
JI0KAa3aTeJLCTB )

KomMmenrapuu: MITO neobxooumo ecem 6onvhovim ¢ pubpomuyueckumu H3JI ons
ycmanoenenus OuazHo3a, onpeodenenus nompebnocmu 6 Ouoncuu 1e2koz0 u Opyeux
OUAZHOCMUYECKUX MEPONPUAMUSAX, a maxaice 8bl60pa onmumanvrol mepanuu. B cocmag
MHO20NpOUNLHOT  2pynnbl  cheyuanucmos OO0NJCHLL 0053ameabiHe  6X00umv  6pay-
NYIbMOHONO02, 6pAY-PEHMIEHON02 U 6PAY-NAMON020aHAMOM C ONbIMOM OUAZHOCMIUKU
H3JI, maxowce 603MOJCHO yyacmue 6pada-peemamonced, epava-npogpnamonoza, 6
omoeabubix cayyaax — epaia-zenemuxa. Qbcysicoenue mMocem nPoBOOUMBCS C NHOMOUYBIO

menemeOuUyuHCKot kKommynuxkayuu [24].

3. Jquelme, BK/II0Yast MEAHNKAMEHTO3HYIO H HEMEAUKAMEHTO3HYIO TCpaIlluH,
AHETOTEPANNIO, 066360.““83!!"8, MEAHIIHHCKHE NNOKA3AHHUA H

IIPOTHBONMOKA3aHHUA K IPHMECHCHHIO METOAOB JICUECHHUS

3.1. KoncepBaTuBHoOE JIeYEHHE

3.1.1. MeaukaMeHTO3HOE JTIeUeHHE
B nacrosmee BpeMst MoHoTepamust I'KC He pexomennyercs s neuenus IO [56-60].

Yposenn yGeaureabpnoctn pexomengaunnii C (ypoBeHb J0CTOBEpPHOCTH
JI0KA3aTEJbCTB )

KomMmenrapun: Ilo danneim pempocnekmugnvlx ucc1e008aHU, MOHOMepPanus
I'KC ne enusem na svioscueaemocmo 6onvnvix HJID [56,57]. Tnumenvnas mepanus I'KC
MOdJicem ConpoeoICOamubCs cepbe3HbIMU nNobouHbIMU d(hhexmamu [58,59,60].
B Hacrodimee BpeMs Tepanusa NPOTHBOOIIYXO0JIEBHIMH NpenapaTaMu (umocramKaMﬁ), KakK
B BHJI€ MOHOTEpamnuH, Tak ¥ B kombunanuu ¢ '’KC, He pexoMenayercs ais neuenus UJ1P
[2].

YpoBens ybOenurenabHoctH pexomenganuii C (ypoBeHb A0CTOBEPHOCTH
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I0KA3aTeJabCTB )

Kommenrapuu: B nacmoswee epems nem ybedumeavHbix 0okazameibcme o6
Yaydwienuu  evldicueaemocmu  6oavnvix  HJID, nonywaswux npomusoonyxoneguie
npenapamut (yumocmamuxy) (ananozu azomucmozo unpuma: yuxnogocpamud** (Koo
ATX: L01AA01), opyeue ummynooenpeccanmor: azamuonpun** (Koo ATX: L04AX01))
KaKk @ eude Monomepanuu, max u npu kombunayuu c¢ I'KC [l1]. Tepanua
NPOMUBOONYXONEGLIMU NPENAPAMamy  (YUmocmamuxkami) MOxiCem COnpooICOamuCs
passumuem cepoe3Hbix no6ouHbIX d¢hexmoa.

Monotepamuro  anerwnuucrenHoM**  (Kox ATX: RO5SCBO1) He pexomenayercs
Ha3HavaTh BceM OonbHsmM MJID B pyrunHOM nopsake [2,61].

YpoBens ybOemuresbHocTH pekoMenpanuii C (YpoBeHb J0CTOBEPHOCTH
I0KAa3aTeJbCTB S)

Kommentapun: Monomepanus ayemunyucmeunom™* docmoegepro ue yayvwana
HU 0OUH U3 3HAYUMBIX 015 OOLHO20 nokazamened, exu04aa evicusaemocms [62,63].
Tepanus ayemunyucmeunom** mooicem 6vimv 3¢ppexmuenovi y nayuenmos HJIP c
onpedeneHHbIMU  2eHemuyeckumu  noaumoppusmamu  (nanpumep, TT 2eHomunom
TOLLIP), a maxaice y 6OAbHBIX UHMEPCMUYUATLHOU NHEEMOHUEN C AyMmOUMMYHHOIMU
nposenenuamu  (npu Haruyuu KT- wwu  2ucmonozuveckozo nammepna OHII u
nonoocumenvnovix AHA) [64].

Kom6unupoBanHnast Tepanus aleTHIIIMCTEHHOM * ¥, azaTHonpuHOM** U
npeanusonoHoM** (Kox ATX: H02AB06) («Tpoitnas koMOHHanMsI») HE peKOMEHIyeTCS
s nevenus UJIO [2].

YpoBens ybOemureabHocTH pexkoMeHaanuit C; ypoBeHb J0CTOBEPHOCTH
I0KAa3aTeJLCTB S.

KommeHTapuu: . Kombunuposannas mepanus nepopantbHuIM
ayemunyucmeurnom™*, azamuonpunom** u npeonuzononom™** («mpoiinas xombunayusiy)
He oKka3vleaem 3HAYUMO20 GNUAHUS HA QYHKYUOHANbHLIE NOKA3amenu, JemaibHOCMb U
yacmomy obocmpenuii HJI® [65,60].

Amopuzentan** (Kom ATX: C02KX02) ne pexomenmyercs s jedenus HWIID
HE3aBHCHUMO OT HAJIMYMs WIK oTcyTcTBHs y HuXx JII™ [2].
Yposens yOeauteabHocTn pexkoMeHaanuii C (ypoBeHb /[J0CTOBEPHOCTH

JI0KA3aTeJILCTB S)
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Kommenrapuu: Eciu nayuenm ¢ HJI® u JII' npunumaem ambpuzenman*¥*,
NledeHue 00NHCHO bbimb NPEKPAUYeHO 8 CEA3U C NPOZPECCUPYIOUSUM CHUICEHUEM 1e20YHOU

@ynxyuu na ghone mepanuu ambpuzenmarnom** y Gonvrvix HJIO [67]

Cunpenadpun (Kom ATX: GO4BEO3), 6Goszenran** (Kom ATX: CO02KX01) wu
Manurentan** (Kog ATX: C02KX04) ne pexomennytores ans nevenus IO [2].

Yposenn ybOenureapHocTn pexomenganuii C (ypoBeHb 0CTOBEPHOCTH
JI0Ka3aTeJILCTB 5)

Kommenrapuu: Cundenagun, 603enman** u mayumenman** ne pexomenoyemcs
npumename ons nevenus HJIP e ceszu ¢ omcymemeuem nonoicumenbHolx KIUHULECKUX
pe3yrbmamos u 8blcOKOU Yacmomoi cepve3nvix nobounvix a¢pgpexmos [2]. Cundenagpun
Mooicem ucnoavszoeamuvca y bonvnvix HJID no Opyzum noxasanuam, maxkum Kax 1e204Has
2unepmen3sua unu opyaue eapuarmol OucyHkyuu npaeozo Jxceayoouxa [2]. bozenman**
u Mayumenman** ne 0xa3v16aIOM NONOICUMENLHO20 BAUSHUA HA NE20YHYIO 2EMOOUHAMUKY

y b6onvrevix HII® oaoice npu nanuyuu JII [2].
Bapdapun** (Kog ATX: BO1AAO3) ne pexomenayercs 1 neuenns IO [2].

YpoBenn yOeaureabHocTH pexomenganuift C (ypoBeHb J0CTOBEPHOCTH
J10KA3aTEJIBLCTB J)

Kommenrapunu: Ilpumenenue nepopanvrozo eéapgapuna** ons Jzeqéuwz HilD
C6A3aHO C NoBblUEeHUEM pUcKa JemanbHoz2o ucxoda [68] Ipu nanuuuu y Gonvrnozo HIID
ROKA3aHUU K GHMUKOQ2YIAHMHOU mepanuu, Hanpumep, mpomb03a 21y60Kkux éen 20aeHl,
MepyameavHOU — apummuy, eappapun  Modcem  UCHONL30BAMbCA 6  Kauyecmee
auMuK0azyaHma 6 COOMEEemMCcmeUY ¢ CyuecmayiouumMy KIUHUYECKUMU PEKOMEHOaYUIMU
ona newenus smux 3abonesanud. Jlannas pexomenoayus He pacnpoCMpanaemcs Ha

npuMenenue Opy2ux GHMUKOAzy1AHMO8, HA3HAYAeMbIX N0 Opy2uM nOKa3aHuIm [2].

WHrubuTopsl NpoTOHHOro Hacoca PEeKOMEHAYIOTCs B JieueHHH OomipHbx UJID npu
HAJIMYUH KIMHUYecKH 3HauuMoro I'OP [69, 70]. |

Yposens ybGeaureabnoctH pexomenganuii C (ypoBeHb JoCTOBEpHOCTH
J0KA3aTEJLCTB 5)

Kommenrapuu: B paoe uccaedosanuii :ycmauowteuo, umo 0obasnenue k mepanuy
HII® unzubumopos npomomnnozo mnacoca nosviwaem OIXEJI, cuuxcaem uwacmomy
obocmpenuii [69] u yayuwaem evloicueaemocmo Goavhvix HJIP [70]. Bonvnwie,
nonyyarowue nupgenuoon** (Koo ATX: L0O4AX05), wue Oonxcuvt neyumocs

omenpazonom™* (Koo ATX: A02BCO0I) esudy HescerameavHo20 NekapcmeeHHO20
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e3aumodeticmeus, 6 mo épems Kaxk Opyzue UH2UOUMOpPbL NPOMOHHO20 HACOCA MO2Ym
UCNOAL308aMbCA 00HOBPeMeNHO ¢ nupgenudonom™** [70].

Bcem GonpubiM UJID pekoMeHIyeTCs JieUeHHE MMPOTHBOOMYXOJEBHIMU NpenaparaMu U
JpyTUMH  HMMMYHOZACIpeccaHTaMH  (aHTUGHOpPOTMHYECKMMH  IpenaparaMH)  —
HUHTEeIaHUOOM* * miu nupdenugoHom** [71].

YpoBeus ybOeaureanHOCTH pexkomenaanuii B (ypoBens nocroBepHOCTH
aokasarencrs 1)

Kommentapuu: B nacmosawee epema kiunudeckas dgghexmuenocmsp 6 nedeHuu
HJID ookazana monvko Ona 06yx npenapamog, 3apezucmpuposannvix 6 Poccuiickoi
Deoepayuu: nunmeoanuba** (Koo ATX: LOIXE3l) u nupgenuoona** (Koo ATX:
L044X05).

Tepanus Hunmedanubom™** unu nupghenudonom™** nosgonsem 3amopmo3ums
ckopocmb cHudicenua DPIKEJI, ymenvuums puck obocmpenuii HJII® u puck remanvhozo
ucxooa [72,73]. Iloxazana cxoonas s¢pghexmusnocms Hunmeoanuba™* u nupghenudona**
y 60abHbIX € paznoti madxcecmvio QyHkyuonanvivix Hapyuwenuii [77,84]. Ilockonbky yeavio
Jedenus A612emca 3amedleHue npocpeccupo8aniis 3a001e6anus, OMUMebHOCMb Je4eHus
He onpedenena [69].

B knunuyeckux uccaedosanuax 2-3 ¢haszvl, npenapam Hummeoanub** noxazan
cHudicetue Yyacmomol obocmpenuti Ha 47% [77], cpednas eviocusaemocms y nayuenmos,
nonyyaewiux Hunmeoanub** na ocrnoee pacnpeodenenus Betibyna, cocmasuna 11,6 (95%
AU 9,6 - 14,1) nem [72]. B uccaedosanusx mpemoveti ¢haszvl HunmeOoanu6** Ooin
uccnedosan y nayuenmog ¢ BPKT-nammepuom eepoamuoti OHIl 6e3 xupypeuueckoii
6uoncuu nézxozo, ¢ @IKEJI >90% Oonoich., ¢ HOPMANLHLIMU 3HAYEHUSIMU COOMHOULEHUS

ODBI/DXKEJI, a maxaice y nayuenmos cmapuie 80 nem [83].

Pexomenpanyu no MCIOIL30BAHHIO Pa3HBIX I'PyNIl JIEKAPCTBCHHLBIX CPCIACTB B TCpPAIlHH

NJI® cyMmmupoBaHH B TabHe 4.

Tabauua 4. Pexomennanum mo ¢papmaxonornueckoii repanuu NI

Tepamus ve Tepanus
He na3snagarsn Tepanus Bo3MOKHa

PEKOMEHIOBaHA PEKOMEHI0BaHA
Asarmonpun** + I'KC AHnTupedmokcHas Hunregann6**

* %k

TIPEHA30NON™ ™ + LluTocTaTHKK TCparui [Mupdennmon**
Anerunucrenn**

Boszeutan**
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(«TpoiiHast Manutenran**
KOMOUHAIUA») Crnnenadmn
%%k
Bapdapun AUETHWIUCTEHH* *
AMOpuzenran**
. Benenne Gonbupix UJID ¢ xpoHHYECKHM KalUieM PEKOMEHAYETCS OCYIIECTBIATH IO

NPHHIUNAM, TIPUHATEIM TS BEACHUS ApYTHX OONBHBIX C XpOHHYECKHMM KamuieM [85].
Yposennb yOeaureabHocTH pexoMeHgammii C (YpoBeHb [J0CTOBEPHOCTH
A0KA3aTEALCTB J)
e V Oomenpix HJI® ¢ XpoHHYECKMM KaluieM HMHTHOMTOpPHI IPOTOHHOrO Hacoca
PEKOMEHAYETCS Ha3HAYaTh TOJbKO npu Hanuuuu I'OP [85].
Yposenn yOeaureabHocTn pexoMengauuii C (YpoBeHb [J0OCTOBEPHOCTH
O0KA3aTeJLCTB )

. BonpHBIM ¢ XpPOHHYECKHM KaluieM, pedpakTepHBIM K CTaHOAPTHOH TepanmuH U
HapyIIAIOMKUM IMOBCEAHEBHYIO aKTHBHOCTH OO0JABHOrO, npu He3()GhEKTHBHOCTH APYrux
METOJIOB JICUCHHS PEKOMEHAYeTCs Ha3HA4YeHHEe ONMWOMIOHBIX AHAINBIETHKOB B paMKax
IaJUIHaTHBHOMN oMoty [84].

YpoBenn ybOeaureanHocTH pexomenaanuii C (ypoBeHb A0CTOBEPHOCTH
0Ka3aTeJbCTB J)

KomMmenrapuu: Ilpu HasHayeHuu ONUOUOHBIX AHATb2eMUKO8 mMpebyemcs
mujamenvnas oyenka aghghexmusHocmu u nob6oyuHwIXx hexmos uepes 1 nedenro nevenus
U 3amem edceMeCayHO 8 nepuood ux ucnoavzosanus [83].

Metoner Tepanmuu oboctpenus WNJI® ¢ poxasanHoit 3¢ ¢eKTHBHOCTBIO, BKIIIOYAs

[JIIOKOKOPTHKOCTEPOH/IHEIE JIEKAPCTBEHHBIE CPEICTBA, OTCYTCTBYIOT. B CBA3H ¢ 3THM HacTosIIee

BpeMsi HEBO3MOXKHO NPEROCTABUTH crienuduyeckie peKOMEHIAlNH O 033X, I[yTH BBEJACHUS H

mrenbHocTH Tepanuu ['KC nmubo apyrumu JiekapCTBEHHBIMH NpenapaTtaMu mpd o00CTpeHHH
HJIO [69].

3.1.2. HeMenukaMeHTO3HOE JedeHHE
IlnurensHas kucnoponotepamnus (JIKT)

. Mannentam ¢ WD n xwimHuYecku 3HaUYMMOM runoxceMuei B nokoe (mpu SpO2 MeHee
88% B MOKOE IIpH JALIXaHAH KOMHATHBIM BO3/IyXOM) pekomenjtyercs nposeaenne KT [1].
YpoBens yOenurensHocTH pexoMenpanuii C (ypoBeHb [J0CTOBEPHOCTH

JI0KA3aTeJbCTB J)
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Kommenrtapuu: Koceennvie doxazamenscmea o nonvse JIKT npu HII® ocnogare
HA OAHHLIX, NOJYYEHHVIX 0N OONLHBIX XPOHUYECKOU 0OCmMpPYKMUGHOU 6ONe3HbIO Ne2KUX
(XOBJI). Ananozuuno 6oavneim ¢ XOBJI, npu uasnauenuu JIKT 6Gonvnvim HIID ee
OnUmMeNbHOCMb 00MICHA cocmaensime He MeHee 15-17 wacoe 6 cymxu, xaouas nepuoo
Hounozo cua [86,87].

Heunpa3uBHAas BEHTHISIHA JIETKUX

[Tpumenenue Hennpa3uBHoO# BeHTHW MK Jerkux (HBJI) ¢ monoxutensHbIM AaBlieHHEM
Ha BIOX€e pekoMeHayeTcs Y nanuenToB ¢ MJI® u runepkanHueii BO BpeMs CTallMOHAPHO#H
nerouyHodt peabmmuraumu [69], a Takke y OONBHBIX € OCTpOH JABIXATENBHOMH
HenocrarouHoctbio (O/TH) Ha done obocrpenus HIID [88].

YpoBens ybGeauteabHoctn pexomenganuii C (ypoBeHb A0CTOBEPHOCTH
JA0KA3aTeJbCTB J)

Kommenrapunu: HBJI ¢ nonooscumenvnvim daenenuem Ha 6doxe 60 8pemsa HOYHO20
cHa y 6oavnvix ¢ H3J1, exmovas HJID, u zuneprxannueil yiyywiana nepeHoCumocmo
Gusuyeckoii Hazpysxu u kavecmeo sicusnu [89].

Ilonoscumenvhuiii oghghexm 6 euode crudicenus aemanvhocmu om OIH u pucka
unmybayuu 6vin 0ocmuzHymy ne6oavuio2o yucaa (44 - 45%) 6oavhvix, xoms omcymcmeue
HBJI ne enusno na npoeno3s ymepuwiux 6onvhorx [88].

UckyccrBennas seutuisiug nerkux (UBJD

BonsmmactBy Gonbupix WJI® He pexomennyercs nposencHne VBJI 3a uckmodeHnem
Clly4aeB, KOT/1a IUNIaHUPYeTCs IPOBEJICHUE TPAaHCIUIAHTAIlH JIETKHX [1].

YpoBenn ybeaurensnoctn pexomeHaanuii C (YpoBenb [0CTOBEPHOCTH
A0KA3ATEeJbCTB J)

Kommenrapuu: Onybauxoeano neckonvko nebonvwux uccaedosanuti HBJI y
bononvix ¢ HJID u OvixameavHoll HeOOCMAMOYHOCMbBIO, 60 6CeX NOAYYEHA BbICOKAS
euympubonenuunas  aemanvrocme  [90-92], xoms  uccredoeanus Hecau  Puck

cucmemamuyeckux omubox.

3.2. Xupyprutueckoe JeueHne
TpancnnanTanus Jerkux

[Taruentam ¢ WJI® 1npum Hamuumm COOTBETCTBYIOIIMX mnokasaHuid (Tabm. 3)
pEKOMEHAyeTCA IPOBEICHHE TPAHCIUTAHTAIMHU JierkuX [93].
Yposenb yOeaureanHocTH pexkoMeHaaumii C; ypoBeHb [10CTOBEPHOCTH

JI0KAa3aTeJabCTB 4.
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KomMmenrapun: B omoOeavHblx uccie006aHUAX NOKA3AHO CHUJICEHUE pucka
J1emanvHo20 ucxo0a 8 meyenue 5 nem nocae mpancniaumayuu y 6oavuoix HJI® [93],
00HAK0 mouHvle OanHble 0 Hauboaee ONMUMANLHOM 8PEMeHU MPAHCRAAHMAYUY NPU DMOM
3abonesanuu omcymcmeyiom [69]. B cucmemamuueckom o0630pe 54 uccredosanuti
nokasana 6onee xopowas GuL’CUBAEMOCMb NOCAe MPAHCRAGHMAYUU 060UX Ne2KUX no
CPAGHEeHUI0 ¢ mpancnaanmayuet 00H020 1e2K020, 00HAKO IMU pe3yabmamsl Mozym Obimb
cessanst ¢ ocobennocmamu ombopa 6oavublx 011 00HO- aubo O8ycmoponuet
mpancnianmayuu neexux [93].

Tabmauna S. [Toxazanus k Tpancruianranuu jerkux npu UJIO [69].

Mopdonormueckuit unmn KT-narrepn OUIT mmoc oiuH U3 nprU3HAKOB:
* DLco ruxe 40% OT HOKHBIX BEITHYHH

» Camxenune OXKEJI na 10% u Gonee B TeueHne 6 Mec HaOMONEHHS
 Cumxenne SpO2 Hxke 88% Bo Bpems 6-MT.

* «CotoBoe nerkoe» Ha BPKT (> 2 6anmoB no mkane ¢ubpo3sa).

4. MeguuuHcKasi peaOHIHTALHS H CAHATOPHO-KYPOPTHOE JieYeHHe,
MeJHIHHCKHE ITOKA3aHHUs H NPOTHBOMOKA3aHHUSA K IPHMEHEeHHIO METOA0B
MEAHLIHHCKOH peabHINTAllHH, B TOM 4YHCJIe OCHOBAHHBIX HA HCNOJIb30BAHUH
NPHPOAHBIX JieueOHbIX (aKTOpPOB
. Bcem nauuenram ¢ UJI® pekomeHayeTcss MPOBOAUTH JIETOYHYIO peabuimuraiio, o0beM

KOTOpOH onpenensercs TSHKECThIO COCTOSHUS OonbHOro [94].

YpoBennb yGeautenbHocTH pexomenaaunit B (yposens mocroBepnocTH

JI0KA3aTeJLCTB 2)

KommenTapun: Jlecounas peabunumayus 6onvnvix ¢ HJI® oondicna exaovyams aspobuvle
MPEeHUPOBKYU CKenemHou U OblxameabHoll MycKyiamypbl, 00pazoeanue GONbHbIX, KOPPEKYUIo
HympumuerH020 cmamyca u nCUxoN02U4EeCKyI0 NOMOWb. Imu Mepol MOZYm YMEHbULUMb 0ObLULKY,
YIYYUUMb NEPEHOCUMOCMb NOBCEOHEBHBIX PUIUYECKUX HAZPY3OK U KAYEeCME0 JHCUZHU HE3ABUCUMO

om msicecmu YHKYUOHANbHbIX Hapywienuli [94].

5. Hpoq;mlammca U JHCIIAHCEPHOE naﬁ.moneﬂne, MCAHUHHCKHE NMTOKA3aHHA H
IPOTHBOMOKA3aAHHUA K IPHMCHCHHIO METOA0B nporl)mlammm

Habmonenne 3a GonpueiMu WJID HeoOXommMo U1 aKTMBHOTO BBIABIICHHS CIIyYacB
IPOrpecCHUpyOIIero Te4eHns 3a00JIeBaHUs, JUIS OLEHKH AWHAMHUKH CHMIITOMOB Y BBIIBJIEHHS

ocnoXKHeHu# Tepamuu [1].
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. Bcem mnammentam ¢ HJI® pexomenayercs wm3mepares @OXEJl u DLco mnsa
MOHHTOPHPOBAHUA Te4eHHs 3a0o0JjieBaHHA B IOBCEIHEBHOI BpaueOHOH NpakTHKE C
uHTEepBaoM B 3 — 6 mec [1].

YpoBens yGeaureabHocTH pexomenpanuii C (ypoBeHb J0CTOBEPHOCTH
JA0KAa3aTeJbLCTB J)

KoMMmeHnTapun: B Heckoabkux KO2OpMHBIX KIUHUYECKUX  UCCIE006AHUSX
noomeepoicoeHo, y4mo CcHudiceHue abcontomuvix 3Havenuii DPKEJI na 10% (c
o0HogpemenHbIM cHUdcenuem DLco unu 6e3) aubo crujceHue adconomHuuix 3HaA4eHUil
DLco na 15% (c oonoepemennvim chudcenuem OIKEJI unu 6e3) sensemcs cyppozamHvim
MAapKepoM JlemanbHOCmu U, Npu  omcymcmeuu Opyeux o00vsiCHeHul, Mapkepom
npoepeccuposanus 3aboneganus [35,95]. Ilpoepeccuposanue 6one3nu maxdice modxscem
ompadicamb menvuiee (ha 5-10%), no neykaounoe cnusxcenue PIKEJI [96].

. ITpu xaxxnom nocemennu 6onpHoro NJI® pexomeHmyercs OLECHHUBATh OKCHTEHALUIO B
IIOKOE C MOMOUIBIO IMynscokcumerpa [1].

YpoBens ybGeauTeabHocTH pexomenaanuii C (ypoBenb J0CTOBEPHOCTH
A0Ka3aTeJbCTB S)

Kommenrapun: Okxcucenayus ¢ noMOWbl0  NYIbCOKCUMempa  OONJNCHA
OYeHUBamuvCA 6 NOKOe U NPU hu3uveckoll Hazpyske y 6cex GONLHBIX 6HE 3ABUCUMOCTIU OM
CuMnmomos, Ons euiagnenus nompebHocmu 6 kucropooomepanuu. Taxue uzmepenus
cnedyem 6bINOHAMb UCXOOHO U Yepe3 Kadicovle 3—6 Mec. HabI0OeH .

° ITpu GpicTpOM yXyAmeHNH pecnupaToOpHBIX CHMIITOMOB CIIEY€ET HCKIIIOYMTh 000CTpeHue
WJI® u npyrue Bo3mMoskHbIE IPHUMHEL, HanpuMep TOJIA, nHEBMOTOpaKc, peCIUpaTOPHYIO
nHpekuuio, acrupanuo [1].

Yposens ybGeanteasnoctn pexomeHaanuii C (ypoBeHb 0CTOBEpPHOCTH
A0KA3aTEJILCTB )

Kommentapun: ¥V 6onrenvix H/I® mozym pazsusamuecs makue conymcmesyioujue
cocmosnus, kak JII, TOJIA, pax nezkozo, HEC, xomopule éausiom HA bloCUEAEMOCTb.
Oonaxo pone pymuHHO20 CKpUHUH2A 018 OUAZHOCMUKU JMUX COCMOAHUY U 3a601e8aHUT Y
6onbuvix HIID (nanpumep, escezodnas BPKT ona panueii OuazHocmuku paxa 1e2kozo) He

uzyuena.

6. Oprann3anus okazaHus MEAHIHHCKOH NOMOINH
[InanoBoe BeneHue OompHOro ¢ WMJI® ocymecTBisieTcs B YCIOBHAX IEPBHYHOMH
CHEeNHAM3UPOBaHHOH (aMOyIaTOpHO#) MEeAMITMHCKOMN TOMOIIH.
IMTokasaHus UL FOCIUTANTU3ALNH B MEAUIIMHCKYIO OpraHH3aIlHIo:
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1) nnanoBas roCHUTAIM3ANHUA B CTAHOHAP OCYLIECTBIACTCS IS MOATBEPKICHUS AHArHo3a
NJI® (BemoNHEHNE XHPYprudeckoii OCHONCHH JIETKOIO0);

2) 3KCTpEHHas TOCHMTANM3AlMs B CTAMOHAp ocymecTBiserca npu obocrpenun MIID
(napacraHue OJBIIIKH, YXyALICHUE OKCUTEHAITHH) IN00 NpH pa3BHTHH ocnoxHeHui NJID
(T3JIA, octpas uHGbEKIMS HHXHUX ABIXATENbHBIX MyTei).

[Toxa3zaHus K BEIIMCKE NMAIMEHTa U3 MEAMIIMHCKOM OpraHu3aliuu:
1) cTabunu3anus KIHHHYECKOTO COCTOSHUS;
2) caTypauys KpOBH KHCIIOPOAOM He Hike 93% B 1OKO€ Ipy JABIXaHHH KOMHATHBIM BO3/IyXOM

Ui Ha GOHE KHCIOPOROTEPANUH.

7. HononnurenbHast ungopmanus (B ToM yncie GakTopsl, BAHSIOMIHE HA

HCX0/1 3200J1eBAHHSAMIIN COCTOSIHHA)

B cuny Bo3pacra - 60 net u crapiue — y 6onpHbIx MJID yacTo HMEIOTCS MHOTOYHCIICHHEIE
COIYTCTBYIOIIHE 3a00JI€BaHuUs, OCIIOXKHAIOMueE TeueHue U jieyenne VIO u neratnsHo Bansmomue

Ha MPOTHO3.

Pak Jierkoro

YV 12-14% OGonbusix WJI® pa3suBaercs mnepupepuyecKHii pak Jerkoro, wvame
aJIecHOKapILMHOMA, TUIOCKOKJIETOUHBIH ¥ MEJIKOKJIETOYHBIH pak [97,98]. O1n 3aboneBanus UMEOT
oOmue ¢axropsl pUcKa B NaToreHeTHYecKHe Mexanu3Mbl. OIHako B CHIIy HEBBICOKOH 4aCTOTBI
TAKOTO COYETaHUS AOoKa3aTeabHast nHpopManus no neueHuto UJID B coueTaHHu ¢ pakoM JIETKOTO
orcyTcTByeT. B TO e BpeMs couetanue MJI® ¢ pakoM Jerkoro 3Ha4uMTENBHO MOBBLIMAET PUCK

JETAJILHOrO UCX0Aa 1o cpasHeHuto ¢ 6onsHeMH NJID Ge3 paka nerxoro [99].

Jlerounasi runeprenzus
JIT - noseimenue cp/IJIA > 25 MM pT.CT. 10 JaHHBIM KaTeTepH3ALHH IPaBBIX KaMep

cepana - Hambonee uyactoe ocnoxneHue UJID (20 - 84 %, mo maHHBIM Pa3HBIX aBTOPOB).

Mdopmupoanue JII' BelET K YCHICHHIO OJBIIIKY, CHIDKEHHIO (QU3HYECKUX PE3CPBOB NAIMEHTA,

MOBBINIAET PUCK JIeTaNbHOTO Hexona [1].

. Bonsmmuncrsy Gonpheix UJID ¢ JII' He pekoMeHAyercs: Ha3HA4YEHHE cIeIH(HUYECKUX
npenapatoB it Jieuenus JII', omHako y OTAenbHBIX GONBHBIX TaKas Tepamus MOXET
YIIY4IIHTh JIETOYHYIO FéeMOJHHAMUKY U MEPEHOCHMOCTH (pHU3udecKoii Harpy3k [1].

Yposenn yﬁeume.m,ndc"m pexomennanuii C (ypoBeHb A0CTOBEPHOCTH

JA0KA3aTEJILCTB J)
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Kommenrapun: B yerom, naubonee obocrnosannvim memooom mepanuu JII' npu
3a5011eeauwvc Jle2Kux ocmaemcs OUMeAbHAs KUCA0POOOmepanusi 8 OOMAWHUX YCA0BUSX.
YV bonenvix ¢ maocenoti JII' (cpll/IA > 35 mm pm.cm.), noOmeepoicdennoii npu
Kamemepusayuy npasvix omoe.108 cepoya, 603MONCHA NPOORAL mepanus cundenagpuiom,
KOmMOopbwitl MOJICem YAy4uiume 1e204HYI0 2eMOOUHAMUKY U NePEHOCUMOCMb kﬁwuuecxoﬁ
Hazpysku 6e3 yxyowenus oxcuzenayuu [100-102]. Taxoce ecmb omdenvhvle dannvie 0
nonodicumenvHblx P exmax uneanayuonnozo unonpocma (Koo ATX: BOIAC11) [103] u
6osenmana [104]. Heobxo0umer cneyuanvbhbvle KAUNUYECKUe UCCIA06AHUS NO Mepanuu
JII'y 60ononoix HJ1D.

Faﬂ|!0330!hal‘ea.ﬂbﬂbli’l negh.mmcc

I'OP compoBoxpaeTcs MHKpoacmupanueil SKeJyJ04YHOrO COAEPXKHMOTO M MOXET

paccMaTpUBaThCs KaK TPUITEP albBEONSPHOrO MOBPEKACHUS U (aKTOp, YXYALIAIOINIT TeUeHHue

WJI®, oqHaxo HepeaKo IPOTEKaeT GECCUMIITOMHO.

BonemmnactBy 6onpabix MJI® ¢ 6eccumnromusM 'OP pexoMeHIyeTCa MeINKaAMEHTO3HOE
neyenue I'OP, X014 y oTaenbHEIX OONBHBIX OHO HelenecoobpasHo [1].

Yposenn yGeaureabnoctn pexoMenganmuii C (ypoBenb JI0CTOBEPHOCTH
A0KA3aTebLCTBS)
bonsaemM NJI® ¢ I'OP pexomennoBadsl Mopudukanus obpasa Xu3Hu (IpHEM MalbIX
ﬁopunﬁ ITHIIH, IIOABEM TOJIOBHOTO KOHIIA KPOBaTH), a IIPH KIMHHYECKH 3HaYnMoM ['OP,
HE KOHTPOIHMPYEMOM MEIUKAMEHTO3HOH Tepanueil, H OOBEKTHBHOM IOATBEPKACHUH
TSDKEIIOro Kuenoro pedumokca pekomenayercs gynmomnukanus [105].

Yposens yOeanteasHoctH pexomenganuii C (ypoBeHnh H0CTOBEpPHOCTH
A0KA3aTEJIbLCTB )

Kommenrapun: Ony6auxoeaner 00ka3ameascmea mozo, Ymo MeOUKamenmosnoe
unu xupypeuveckoe newenue I'IP noszgonsem cmabunusupoeame Qynkyuio nezkux u
3ameonums npozpeccuposanue HJI® [105-108]. Oynoonauxayus sceayoxa no Hucceny,
KOmMopas ymenbwiaem Kak KUCIOMHbuld pe@uiokc, max u HeKuciomuwuiil peniokc u
Mukpoacnupayuio, yiysuiaem golxcusaemocme nayuenmog HII® [109]. Moduguxayua
obpasa scusnu (npuem Manbix nopyuti nuwU, nNOObEM 20106HO20 KOHYA KPoeamu u Op.)

ABNAIOMCA ONPACOAHHLIMU peKOMeHOayuamu 01 nayuenmos HII® ¢ cumnmomamu I'OP
[105].

O6crpykrnBHoe anmHE)d cHa (QAC)
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VY 20 — 68% 6onpubx MJIO® Berpeuaercs OAC, onmpenenseMoe Kak yBeIHYEHHE HHIEKCA

aIHO3-TUNOMHO3 > 15 amu30710B B yac [110]. Conpsxennas ¢ OAC runoBeHTIIAIMA yeyTy6mser

runokcemuto u JII' [111].

Bcem GompabM MJID pexoMeHayeTcs HNPOBOAWTH CKPUHHHT HOYHOH JecaTypauuH ¢
nocnenyromei munarnoctuxoit OAC [111].

Yposens yOeauteapHocTH pexoMmenaammii C  (ypoBeHb [I0CTOBEPHOCTH
JI0Ka3aTeJabCTB 5)

Bonsueim WID ¢ HoyHoOl necarypanueii pekoMeHayeTcsa Ha3HauYeHHE KUCIOPOROTEPAITHI
BO BpeMs HOYHOTO CHa B KauecTBE NaJUTHaTHBHOTrO jedeHus [110].

YpoBenn yOenureapHocTH pexomenpanuii C (ypoBeHL [X0CTOBEPHOCTH
A0KAa3aTeJIbCTB )

Kommenrapun: Juaznocmuxa OAC y 6onvnsix HJID caooicna, max xax OHegHas
conaugocmsv u crabocme xapakmephvl 01 06oux cocmoanui. B mo oice epema nounas
Ooecamypayusa ecmpeyaemca npu HII® oJocmamouno uacmo. Ilo pesyremamam
eounuynoix uccredosanul, CPAP-mepanus y 6onvrorx HIID yayyuaem kavecmeo sHcusny,

00HAaKo He énusem Ha semanviocmo. [111].

Kpu'replm OLEHKH Ka4eCcTBa MeAUIIHHCKOH MOMOIIH

Koa/xoasi no MKB-10: J 84.1

Onenka
Ne ni/mn Kpurepuu kauectna
BBIIIOJIHEHUS
1. BrimonseHa koMIiploTepHast ToMorpadus opranos rpyaHoit knerkn | Jla/Her
BeinonHeHo uccnenoBatne cepoIoTHIECKHX MapKEPOB CHCTEMHBIX
peBMaTHYecKuX 3aboneBanuii (MccnenoBanue ypopus C-
peaxtuBHoro 6enxa (CPB) B kpoBH, onpeaeyeHue coaepxKatus
2. aHTUTEN K MUKIINYECKOMY LUTpyauHoBOoMY nentuay (autu-CCP)B | [Ta/Her
KpOBH, OIIpeCICHUE CoAepKaHus peBMarouHoro ¢paxropa (PO) B
KPOBH, OIPEICTICHHE CONCPKaHUs aHTUHYKIIeapHbIX anTUuTeN (AHA)
B KPOBH IIPH [E€PBHYHOI JHATHOCTHKE)
3. IIpoBeneHa myIECOKCHMETPHS Ha/Her
IIpoBeneHo uccnenoBanue HECIPOBOLMPOBAHHBIX ABIXATEIBHBIX
4, . Ha/Her
00BLEMOB H IIOTOKOB
5. BeimonHeH 6-MUHY THBIIH TECT Ha/Her
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IIpoBenena mmrensHas kucnoponorepanus (nmpu SpO2 menee 88%

B IMOKOC IIpH AbIXaHUH KOMHATHBIM BOSJIYXOM)

Ha/Her

Bremonnena pekoMeHaanus HazHaueHus aHTUGUOpOTHUECKO#

Tepanuu

Jla/Het
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Ipuaoxenue Al. CocraB pabGoueii rpynnsl no pa3padorke u nepecMoTpy

RKJIHHHYECKHX pelcomennalmii

Anrnees C.H.

3aBeayromuii kadeapoii nynsMoHonorun OeaepansHOro
rOCyIapCTBEHHOTO aBTOHOMHOTO 00pa30BaTeNIbHOTO YUPEKACHUS
Beiciero obpasoBanust «IlepBrrii MockoBCKHit
rOCYJapCTBEHHBIIT MEUIIMHCKUiIT YHUBEPCUTET UIMEHH
N.M.CeuenoBa» MunucrepcTBa 3apaBooxpanenus Poccuiickoii
Oenepanuu (CeueHOBCKUIT YHUBEPCUTET); 3aBEAYIOIIHIA
KITMHUYECKUM OTJIEJIOM, 3AMECTUTEND AUPEKTOPA MO HAYUHOM
pabore, ®I'BY «HUU nmynsmononorun» ®MBA Poccuu, unes-
koppecnonaeHT PAH, npodeccop, A.M.H.

Aficanos 3.P.

IMpodeccop kabenps mymsmononorun dGenepansHOro
roCyapCTBEHHOro OI0/KETHOro 00pa30BaTEILHOTO YUPEKACHHS
BhIcLIEro oOpasoBanus «Poccuiickuii HalMOHATIBHBIH
HCCIIEAOBATENBCKAN MEAUIIMHCKUH YHHBEPCUTET UMEHU
H.W.ITuporosa» Munucrepctia 3paBooxpanenns Poccuiickoit
Denepauun, A.M.H.

benescknii A.C.

3asenyrowmuii kadeapoii myasmoHonorun PHUMY um. HH.
IInporosa, mpodeccop, A.M.H.

Koran E.A.

3aBexyrowas kageapoii NaToJornuecKoit anatoMu umenu AU,
CrpykoBa denepanbHOro rocyJapcTBEHHOr0 aBTOHOMHOT'O
00pa3oBaTENbHOrO YUPEXKICHUS BHICLIEr0 00pa30BaHusg
«IlepBp1ii MockoBCKHii roCcyIapCTBEHHBIH METULIHHCKHIA
ynuepcurer uMeHH U.M.CeuenoBa» MuHucrepcTa
3apaBooxpaneHus Poccniickoit @enepauuu (CeueHoBckuii
YHUBepCUTET); I.M.H., Tpodeccop

Mepxoena 3.M.

AccucreHT Kaeaps! nyasMoHonorun OenepanbHOro
rocyIapCTBEHHOr0 aBTOHOMHOIr0 00pa30BaTeILHOTO YUPEKICHHS
Bhiciero oopazoBanus «Ilepsoiii MockoBckuit
roCyJlapCTBEHHBIII MEAUIIMHCKUH YHUBEPCUTET UMEHHU
H.M.CeuenoBa» MunucrepcTpa 3apaBooxpaneus Poceuniickoit
®enepanuu (CeueHOBCKUIT YHUBEPCHTET); K.M.H.

Herpos 1.B.

Bpau-nynasmononor Homuxkmnuxu Nel BromxerHoro
yupexeHus 3apaBooxpaneHust Omckoit obmact «l"opoackas
KmHn4eckas GonpHuma Nel um. Kabanosa A.H.»

Camconora M.B.

3aseayiomas Jaboparopueit MaTonOruyeckoil aHaTOMHU H
ummyHonorun ®I'BY «HHUU nynsmononoruny ®MBA Poccun,
J.M.H.
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Tepnuropes C.A.

PykoBoautens otaenenus npodnaronoruu u BT, npodeccop
kadenps! Tepanuu @YB I'ocynapersenHoro 6romxeTHOrO
yupexaeHus 3apaBooxpaHenus MockoBckoii obnacti
MockoBckuii 00acTHON HayYHO-HCCIIEA0BATENBCKHIA
KIMHUYecKuit HHCTUTYT uMenn M.®.Bnagumupckoro, 1.M.H.

Tpymenxo H.B.

Accucrent xadeaps! mynsMmononorun deaepansHoro
rocyapCTBEHHOTO0 aBTOHOMHOTO 00pa30BaTeIbHOrO YYpexKACHUS
Bhiciiero oopasopanus «Ilepoiii MockoBckuii
rOCyJJapCTBEHHBLI MEIULIMHCKHIT YHUBEPCHTET UMEHH
U.M.CeuenoBa» MunucrepcTBa 3apaBooxpanenus Poccuiickoit
denepanun (CeueHOBCKUIT YHUBEPCHTET); HAYUHBIH COTPYAHUK
OI'BY «HUU nynemononorun» OMBA Poccud, K.M.H.

10

Tpodpumenxo U.H.

3aB. kadeApoii KIIMHUYIECKO aIEproNoTHH 1 Iy IEMOHOJIOTHH
HUI'MATIO ¢unuan ®I'BOY AI10 PMAHIIO Mun3npasa
Poccuu, A.M.H., TOIEHT

11

Tropun NLE.

3aBenyromuii kadeapoii peHrrenonoruy u paguonornu [OY
JI1O «Poccuiickast MequuMHCKas akaieMHUs MOCIEAUIUIOMHOTO
oOpa3zoBanus» MunucrepcTa 3apaBooxpaieHus PO, rnaBHeiii
BHEIITATHBII CHELMAIKCT 1O JIyyeBoit AnarHocTuke Munsapana
P®, npodeccop, a.M.H.

12

Yepusen A.JL

3asenyromuit oraenom naronoruun ®I'BY «HUU
myasMonosiornn»y OMBA Poccun, npodeccop, A.M.H.

13

Yepnsxk b.A.

3asenyromuit kKapeapoii KITHHUYECKOH AJUIEProOIOTHH U
nynsMonosioruu I'BOY IO «UpkyTckas MeguuuHCKas
aKaieMust OCIEOUILIOMHOro 00pa3oBaHusmy, mpodeccop, A.M.H.

14

Yepusk A.B.

3aBemyromuii naGoparopueii GyHKIMOHANBHEIX U
YJIBTPa3BYKOBBIX METOAOB HCCICTOBAHUSA
OI'BY «<HUU nynsmoHonorun» OMBA Poccun, k.M.H.

15

Yuxkusua C.10.

Accucrent xadeaps! myasMoHonoruun desiepansHOro
rocyIapCTBEHHOTO aBTOHOMHOTO 00pa30BaTeIBHOIO YUPEKICHHS
BHICIIIEr0 00pa3oBaHuUsA «l'[epf;mﬁ MocxkoBckuii
rocyapCTBEHHBIN MEINIIMHCKUH YHUBEPCHTET HMEHHU
N.M.CeueHoBa» Mnnﬁcrepcma 3npaBooxpaHeHus Poccuiickoii
®enepanun (CeyeHoBCKUit YHHBEPCUTET); K.M.H.

16

HImenes E.WN.

3asenyromuii otaenoM au¢depeHIHanbHOK AUATHOCTHKY
ITHUUT PAMH, npodeccop, A.M.H., 3aCTyXeHHBII IeSTeNb
Hayku PO
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KonpaukT nHTEpecoB:
Hukto u3 unenoB paboueit rpynmnsl He uMeeT KOHQIHKTa HHTEPECOB, CBS3aHHOTO C

pa3paboTKOil U BHEAPEHNEM B KIIMHHYECKYIO MPAKTHKY JAHHBIX KIIMHHYECKHX PEKOMEH/IAUH.
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ITpuaoxenne A2, MetoaoJiorusi pa3paéoTkn KJIHHHYECKHX peKOMeHAalHii

MCTOIIBI, HCNOJBb30BAHHLIC 1A c60pa/ce.uemum JAOKa3aTe/IbCTB:
INOUCK B JJICKTPOHHBIX 0a3ax JaHHBIX.
Omucanne M€TO0a0B, HCIIOJIB30BAHHBIX VISl cﬁopa/ce.nelcmm JAOKA3aTC/IbCTRB:

JIOKa3aTenpHOit 0a30if U1l peKOMeHIauuil AB/IOTCS MyOnuKanuM, BOIIEJIUHE B

Koxpanosckyio 6udbnuorexy, 6a3st ganasix EMBASE n MEDLINE. I'my6una noncka cocrasisuia

10 ner.

MeTroabl, HCNOIBL30BAHHbBIE AJIA OLEHKH KA4Y€CTBA H CHJIBI I0KA3ATEJIbCTB:
o Koucencyc sxkcnepros;

L4 Onenka 3HaYMMOCTH B COOTBETCTBHH C peﬁmﬂronoﬁ cXeMoi.

HeHeBaﬂ AVIUTOPU A JAHHBIX KJINHHYCCKUX peKOMeHAANMIi:

1. Bpaun-tepaneBTsl

2. Bpauu ofeit npakTHku (ceMeitHbIe BpauH)
3. Bpauu-ny;1i6MOHOJIOTH

4. BpauH-peHTreHONoru

5. Bpa4u-naTon0oroaHaToOMbl

6. Bpaus no MeAHIMHCKOH peaOuIHTalun

Tab6mnna 1. [lxana onenku ypoBHeil focroBepHocTH Aokazatenscts (Y IJ) s meTomoB

JHArHOCTHKH (zmar HOCTHUYCCKHX BMCIIAT! CHBCTB)

Yia

Pacmudposka

1

CucreMarnueckie 0030pbl HCCIENOBaHHIT ¢ KOHTpOJIeM pedepeHCHBIM METOIOM WM
CHCTEMAaTUYECKHi 0030p paHAOMHU3MUPOBAHHBIX KIMHHYECKUX WCCICAOBAHHH C
IIPUMCHEHHEM METa-aHaNN3a

OtaenbHBE MCCNENOBaHUSA C KOHTpolleM pedepeHCHBIM METONOM HIIH OTACNTBHbIE
pPaHIOMHU3UPOBAHHbIE KIMHUYECKHE WCCIEAOBAaHUS H CHCTEMaTtHyeckue 0O030phI
uccnefoBanuit  moboro  ausaiiHa, 3a  HCKIIOYEHHEM  PAHAOMHU3HUPOBAHHEIX
KITHHUYECKHX UCCIICAOBAHMIA, C IPUMEHEHHEM METa-aHaIN3a

Uccnenoanus 6e3 NOCIEROBAaTENLHOTO KOHTPOJNS pedepeHCHBIM METOANOM MM
HCCIENOBaHUA C pedepeHCHBIM METONOM, HE SBILSIIONIMMCS HE3aBUCHMBIM OT
HCCIIEyeMOro METOAA WIH HEPaHIOMHU3HPOBAHHEIE CPABHHTEJIbHBIEC HCCIIEIOBAHUS, B
TOM YHCJI€ KOTOPTHEIE HCCIIE0BAaHUS

HeCpaBHI/ITCIIBHBIC HCCICAOBAHNA, OMUCAHNEC KIMHHYCCKOI'O ClIydad

Hmeercs nuinp 000CHOBaHHE MEXaHM3MA ACHCTBHUSA WM MHEHUE SKCIIEPTOB
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Tabauna 2, [lixana oueHku ypoBHeit JocToBepHOCTH AoKasatenbers (Y ) wia MeTonoB
npoUIAKTHKH, JedeHUs U peabmwuTaimu (MpoHIAKTHIECKHX, JIeueOHBIX, peaOHTUTAIIMOHHBIX

BMEIIATENIBCTB)

Y Pacmudposka

1 Cucremaruueckuit 0630p PKUM ¢ npuMeneHnem mera-aHanusa

2 Otpenvisie PKU u cucrematudeckne o0030pbl HccnenoBanuii moboro ausaiina, 3a
uckmouyennem PKY, ¢ npuMeHeHHeM MeTa-aHAIN3a

3 | HepannoMu3upoBaHHBIE  CpaBHUTENbHBIE  HCCIENOBAHMS, B T.4. KOTOPTHbHIC
HCCIIEIOBAHUS

4 | HecpaBHUTENBHEIE HCCIENOBAHMS, OMHCAHHE KITHHUUYECKOTO CITyyas WM CEPUH CITy4acB,
HCCIIEIOBAHUS KCIYYaii~KOHTPOJIbY '

5 | Umeercs nmuims 000CHOBaHHE MeXaHM3Ma JCHCTBHS BMEWIATENBCTBA (HOKIMHHYECKHE
HCCIIEIOBAHNS) UIIH MHEHHE YKCIIEPTOB

Tab6anua 3. [1Tkana oneHku ypoBHeit yoeaurensHocTH pekomeHaauuii(V YP) i Mmetonos
npoQUIAKTHKY,  JAWArHOCTHKHM, JiedeHHS W peabwmraumn  (IpodHUnakTHYECKUX,
JUarHOCTHYECKHX, 1eUeOHbIX, peabHIUTAIIHOHHBIX BMEIIATEILCTB)

YVP PacmndpoBka :

A CunpHast pekoMeHzauus (Bce paccMarpuBaeMble KpUTEpHU 3GdeKTHBHOCTH
(vcxoapl) SBNSIOTCS BAXHBIMH, BCE HCCIENOBAaHUS HMMEIOT BBICOKOE HIIH
yIOBJIETBOPUTENIPHOE  METOMOJOTMYECKOE  KauyeCTBO, WX  BBIBOABI IO
HHTEPECYIOMUM HCXO01aM SBIISIOTCS COINIaCOBaHHBIMH)

B YcnoBHas pekoMeHaanus (He Bce paccMaTpuBaeMble KpuTtepuu oddexrurHocTH
(ucxoabl) SABNSAIOTCA BAXKHBIMH, HE BCE HCCIEAOBAHHS HMEIOT BBICOKOE HIIH
YJOBJIETBOPUTENFHOE METOJMONOTHYECKOE KayeCTBO W/MIM MX BBIBOABI IO
HHTEPECYIONIUM HCXOXAM He SBISIOTCSA COTIACOBAHHBIMH)

C Cnabas pexoMeHzauus (OTCYTCTBHE HOKA3aTENLCTB HAIUTEXKAINEro KayecTBa (Bce
paccMaTpuBaeMble KpUTEpHH 3G GeKTHBHOCTH (MCXOMBI) ABIAIOTCS HEBAXKHLIMH,
BCE MCCIICIOBaHHA MMEIOT HU3KOE METOJOJIOTHYECKOE KaYeCTBO M MX BEIBOJBI IT0
HHTEPECYIOMHM HCXO0AaM He SBISIOTCS COrIACOBAHHBIMMU)

ITopsanok oOHOBIEHHSI KINHHYECKHX PeKOMEHAANMIL.

Mexannsm  oOHOBneHMS  KIMHHYECKMX  pEKOMEHIALMii  IpeaycMaTpuBaeT  HX
CHCTEMATHYECKYIO aKTYaIH3alHio — HE pexXe YeM OJHH pa3 B TPH Io/ia,a TakoKe NpH ﬁoaBneHHn
HOBBIX JAHHBIX C MO3HLUHU JOKa3aTeJbHON MEQUIHHBI MO BONPOCAM AMATHOCTHKH, JICHEHMS,
npoQUIaKTHKN ¢ peabHMTaluM KOHKPETHBIX 3aboneBanuii, Hanuyun OOOCHOBaHHBIX

JOTIOIHeHUH/3amMedaHni K panee yreepxxaéHusiM KP, Ho He yame 1 pa3a B 6 MecsileB.
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Ipuioxenue A3. CnpaBouHble MaTepHAJIbI, BKJIIOYasl COOTBETCTBHE
NOKa3aHHH K NPHMEeHECHHIO H NPOTHBONOKA3aHUH, ClI0CO60B NPHMEHEHHS H
A03 JIEKAPCTBEHHBIX NPeNapaToB, HHCTPYKIIHH N0 NPHMEHEHHIO

JIEKapPCTBEHHOI0 npenapara
1. Yyuanmuu A.I., AsneeB C.H., AiicanoB 3.P., benesckuit A.C., Jlemypa C.A.,
NnbpxoBny M.M., Koran E.A., CamconoBa M.B., Cniepanckas A.A., Tropun H.E., Uepnses AJIL,
Yepnsx b.A., Uepnak A.B., llImenes E.W. Jlnarnoctrka u neyeHre HIHONaTHYECKOTO JIETOYHOTO
dubposa. Penepansurie KuHuueckue pekoMernauuu. Ilynmemononorus 2016; 26(Ned): 399-419.
2. Wnnonatuyeckuii serounsiii ¢udpos. Kimnnueckue pexoMesganuu. / JloctynHo

no cceuike: https://spulmo.rw/obrazovatelnye-resursy/federalnye-klinicheskie-rekomendatsii/

Idiopathic Pulmonary Fibrosis. Clinical Guideline. Available at:
https://spulmo.ru/obrazovatelnye-resursy/federalnye-klinicheskie-rekomendatsii/

3. HMHcTpyKuus 10  MeOUIMHCKOMY NPHMEHEHUI0 Inpemapara Bapraregp®
/3MeKTPOHHBII pecypc/ HoctynHo o CCBUIKE:

http://grls.rosminzdrav.ru/Grls_View_v2.aspx?routingGuid=89d81e79-6176-4356-8184-
1cd22b600c7a&t= mata nocneasueit npopepku 19.03.2021 / Vargatef. Prescription Drug Leaflet.
Available at: http://grls.rosminzdrav.ru/Grls_View_v2.aspx?routingGuid=89d81e79-6176-4356-
8184-1cd22b600c7a&t=. Accessed on 19.03.2021.
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ITpunoxxenue b. AnropuTMbl neficTBuii Bpaya

KnnHuueckoe nopgozpeHne Ha W10
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IIpunoxenne B. UHdpopmanus A nauHeHTa

Hnmonaruueckuii neroynsiii ¢udpo3 — 3abonaeBaHue JIETKUX, IPY KOTOPOM MPOHCXOIHT
MOBpPEXACHUE M YTOMIUEHHE CTEHOK neror.mmx IbBEOJI. ANBBEONIBI — 3TO MaJIeHbKHe
«MEMIOUKH», YePE3 CTEHKHM KOTOPBIX KUCJIOPOJ U3 BO3{yXa IPOHUKaET B KpoBb. IIpn nopaxenun
AILBEOJ JIETOYHAS TKaHb YIUIOTHseTcs (GuOpo3upyeTcs), YTO HPHBOAUT K HeoOpaTuMoMy
NPOrpeCcCUpPYIOLIEMY CHIDKCHMIO (yHKIHH JierkuX. CHHOHMMaMH HIHONATHYECKOTO JIETOYHOrOo
¢ubpo3a sBMAIOTCA: HAMONAaTHYeCKHH (UOPO3UpYIOUMH  ANBBEOJIUT, ¢n6po3npy10nim‘&
anpBeonut. Kak npasuio, 3aboneBanne BO3HUKAET B Bo3pacte crapiue 40 ner. K coxanennro, 1o
CHX TOp MpUYMHA 3TOi OONe3HN HE U3BECTHA.

V ko020 Mooicem 603nuKkHYmMb UOUONAMUYecKUll Ae204HbLE Pubpo3?

B rpynne pucka HaxonsTcs:

- KypWIBIIHUKH;
- oz, paboTarolHe BO BPEAHBIX MPOU3BOACTBEHHBIX YCIOBHIX;
- MauueHThl C OTATONIEHHOM HAacleACTBEHHOCTBIO (€CNM HAuoNaTHYecKuit

JieroyHslil ¢pudpo3 ecTh y ONMU3KHX POACTBEHHHKOB).

Cumnmomsl uOuoOnamu4ecko2o 1e2041020 ubposa

Kak mpaBuno, 3aboneBanne HauMHAeTCs MEIUICHHO M He3aMeTHO it GonbHoro. Jlms
UIMONATHIECKOro JIEToYHOro ubpo3a XapakTepHb! CIEAYIOLIUE CHMITTOMBI:

- ofpIIKa pu pusznueckoii Harpy3ke (CHavana npu OONBIIONH HAarpy3Ke, 3aTeM U B

IIOKOE).

- CyXO0il Kalleb;

- YTOMIIIEMOCTb;

- TOJIOBOKPYKEHHE;
- TpeBOra;

- CHIKEHHE Beca.

JIna moiaTBEepXKACHMS IMAarHo3a Bpau 00s3aTeNbHO IOIDKEH HCKIIOYUTEH 3a00JIeBaHUA
JIErKUX C U3BECTHOM NMPHYUHOM, KOTOPHIE MOTYT TaKKe MPOSBIATLCSA KalllleM M Hapacraromieit
oxpinkoil. Ecnu B pesynbrare TiIaTeNnbHOro OOCIHEIOBAaHHS NPUYMHA 3THX CHMIITOMOB HE
HailiieHa, To 3a00oNneBaHne CYUTAIOT HOHOTATHUECKIM (HEN3BECTHOM MPUPOALT).

IIlpn mojO3peHMH HAa MAMONATHYeCKUH JeroyHeli ¢ubpo3 MUHMMANBHBIA IUIaH
o0cie[oBaHus BKIIIOYAET:

- aHANN3 KPOBH;
- uccneoBanue GyHKIMH BHEIMHEro AbIXaHUA (criuporpadius, a mpH BO3MOXKHOCTH

~ 6oauruteru3morpadus 1 uceaenopanune g dy3HoHHOH CIOCOGHOCTH JIETKHX), KOTOpas

51



nomoraet 6ojiee TOUHO ONPEAENINTb NPUUHUHY OJBILIKY, KOTOPas MOXET CONPOBOXKAATE U

Apyrue 3a00/ieBaHus JICTKUX;

- KOMIIBIOTEPHYIO ToMorpaduio nerkux. B HacTosmiee BpeMs KOMIIBIOTEpHas
TOMOrpagust JIETKUX SBJAAETCA OOHUM H3 CAMBIX TOYHBIX METOAOB JHArHOCTHKH
HAHONATUYECKOTO JIeroyHoro ¢pudposa.

Ecnu nocne TiiatenbHOro paccnpoca, 0CMOTpa U IMPOBEICHHBIX HCCIIEIOBAaHUi y Bpaya
OCTaIOTCst COMHEHHS B AMArHO3€, TO IPOBOAUTCS OMOTICHS JEerkux. buomncus — npouenypa, npu
KOTOpOIi XHpYPT ONEPAaTUBHBIM IyTEM IOJIy4aeT MATCHbKHI GparMeHT TkaHu (B JaHHOM CITydae
- JeroyHoii TkaHM). 3aTeM MONY4YEeHHBIH ofpasel MoJ MHKPOCKOIOM HCCleXyeT Bpau-
NIaTOJIOT0AHATOM IS TOTO, YTOOB! HAliTH NPU3HAKK KOHKPETHOTO 3a00sIeBaHu.

Jleuenne nanonaTnyeckoro jgerounoro ¢pudposa

K nexapcrBennsM npenapatam juis jedenns WUJID c moxasanHoil 3¢ eKTHBHOCTBIO
OTHOCSTCA TONBKO JABa: HUHTeAaHuO** u nupdenumon**. Jlannbsle npemapatsl MO3BOJLIIOT
NPHOCTAaHOBUTH NPOTPECCHPOBaHNE 3a00JI€BaHHUS 1, BO3MOXKHO, IPOJUIMTD JKH3Hb mamuenTa. [1pu
OBICTPOM YXYZIIEHHH CaMOYYBCTBHS, BHE3AIIHOM HapacTaHMM OIBIMKH HEOOXOOHUMO CPOUYHO
obparuteca k Bamemy noxropy. Takas cutyanus yacto TpedyeT rocnuranusanuu B OOJIBHHUILY.
HOna  npodwnaxtukun  oGoctpennit Bam  newammit  JOKTOp MOXET PEKOMEHAOBAThH
IPOTMBOTPHIINO3HYIO BaKIUHAIMIO | pa3 B rog U OJHOKPAaTHYIO NPOTHBOIHEBMOKOKKOBYIO
BaKIMHALUIO (JUIs PO HIAKTUKH Pa3BUTHS ITHEBMOHHH).

CaMmbM  3eKTHBHBIM CIOCOGOM JleYeHHs HIMONATHYECKOro Jierousoro (ubposa
SIBJIAETCA TPAHCIUIAHTALM JIETKUX — XUPYPTrHYecKas Onepaius o 3aMeHe IOBPEKIEHHBIX JIETKHUX
Ha JIETKHe 3ZI0pOBOT0 JOHOpA.

Ipu nanonatu4veckoM Jerounom ¢pudpose GoabHOMY HeoOX0aHMO:

- 00A3aTeNBPHO MPEKPAaTHTh KypeHHWe (B TOM 4YHCIE INacCHBHOE), T.K. OHO
cnocoOCTBYET MPOrpecCHPOBaHHIO 0OIE3HH,

- y4aCTBOBaTh B IporpaMMax JierouHoit peabunurauun. Uucrpykrop neuebGnoi
¢Gu3KyIBTYpBl pacckaxeT BaM o pa3smH4HBIX ABIXaTENBHBIX YNPaXHEHUSX, KOTOpBIE
CIOCOOCTBYIOT YMEHBIIEHHIO OJBIIIKH U 001eii cnabocT;

- OpH HWIMYHH racTpo33odareasnbHoil pedmiokcHoit Oone3nnm Je4UUTH 3TO
3aGonepanue. ['acTpodsodareansHas (Ke/TyI0UHO-THIIEBOHAN) pedIOKCHas GONe3Hp —
3abosneBaHne, NMPH KOTOPOM NPOUCXOAUT 3a0poc HEeOONBIIOro KOJMHYECTBA KHCIIOrO
COACPIKUMOTO KENyJKa B MUINEBOJ M 3aTeM B AbIXaTelbHble MyTH. JloKka3zaHo, YTO 3TO

3a0osieBaHiEe CIIOCOOCTBYET NPOrpeCCHPOBAHUIO MAMONMATHUECKOro JieroyHoro ¢ubposa.
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Jleuenne ractpossodareansHOl  pedumIOKCHOM  OONE3HM  MOMOXET  YMEHBUIMTH
MOBPEXICHUE JIETKUX NPU HAMONATHYECKOM JieroyHoM ¢hudpose;

- peryjspHO NpHUHMMAaTh JIEKapCTBEHHBIE Npenaparsl, KOTOphle Ha3Haywil Bam
nevauuii Bpad. B nocnexHue rojsl Benetcs: akTHBHAS pa3pa00TKa HOBBIX IIPENapaToB UL
JeYeHUsT OONBHBIX HIAMONATHYECKHM JIETOYHBIM (uOpo30oM. Y3HaiiTe y cBOEro Jeyauiero
Bpaya O BO3MOXHOCTH HaOMIONCHHS U JICYCHUS B KPYIIHOM Hay4YHO-HCCIIE0BATENBCKOM
YUPEXKIEHUH, TJI€ MOTYT OBITH JOCTYITHBI COBPEMEHHBIE IpenapaThl;

~ OIPOBOJAHUTH JUTHTENIBHYIO KUCIOpoaoTepanuro. [IpH HauonaTnieckoM Jero4YHOM
¢ubpose co BpeMeHEM pa3BUBAETCA THIIOKCEMHsS (HH3KOE COMAEp:KaHHE KHUCIIOpoAa B
KpOBH), KOTOpPOEe KOPPEKTHPYETCS JUIMTEJBbHOH HHraminueil Kuciopoga u3

KOHLIEHTPATOpa.
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Ipunoxenne I'1-I'2, IlIkaas! oneHKH, BONPOCHHKH H IPyrHe OleHOYHbIE
HHCTPYMEHTbI COCTOSTHHA NAIIHEHTA, NIPUBEACHHDIC B KIHHUYCCKHX

peKoMeHaanHAX
I'l. lIxana Megumunckoro Uccaexosareanckoro Coera Beammkoopuranun (Medical
Research Council) (mkaaa MRC)
Hctounnk: Mahler DA, Wells CK. Evaluation of clinical methods for rating dyspnea. Chest.
1988 Mar;93(3):580-6. doi: 10.1378/chest.93.3.580. PMID: 3342669.
Tun (mogyepkHyThH):
— IIKaJla OLEHKH
— HHJEKC
—  BOIIPOCHHUK
— Jpyroe (YTOYHHTB):
Ha3nauenue: oleHKa TSOKECTH OBIIIKY IIPH NOBCEXHEBHOH GU3HYeCKOil aKTHBHOCTH

Conepxanue (maboH):

Bann TaxecTn Onucanne

0 Her Onpnnka He GECITOKOHUT, 32 UCKITIOUEHHEM OYEHD

MHTECHCUBHOMN HArpy3Ku

1 Jlerxas Onpnmka mpu GBICTPOIt X0AB0€ WK TIObeME Ha HEOOIBIIYIO
BO3BBIIIEHHOCTh
2 Cpenusas Onpimka 3acTaBisger UATH MeJUIEHHEE IO CPABHEHHIO C

APYIHMH JIIOABMH TOr'O X€ BO3pacTa 60 He0OX0aUMO
OCTAaHABIIMBATLCA 1IPH X0J60€ B CBOEM TEMIIE T10 pOBHOi'I

MCCTHOCTH

3 Tsoxenas HeobxoauMo ocTanasimuBaThCs H3-3a oKy dyepe3 100 M
WJIM Yepe3 HeCKOJIBKO MHHYT CIIOKOHO# X05051 N0 pOBHOM

MCCTHOCTH

4 QOueHs Tsxenas O/pIIKa He TO3BOMIAET BLIXOAUTH U3 JIoMa JJU00 NOsABISIETCS

Ipu OACBAHHH U pasaCBaHUH

Kimog (unTepnperanus): Gosiee BHICOKHI Oal COOTBETCTBYET OoJiee TSKENNO OIBIIKE IPH
NOBCEIHEBHOM PH3UIEeCKOif aKTHBHOCTH
Ioscrenns: mxana MRC ucnone3yercs Uit MCXOAHOMH OLEHKH KITMHUYECKOTO CTaTryca

nNanueHTa i MOHUTOPHPOBAHMS CI0 COCTOAHMSA HA (bone JICHYCHNA.

I'2. MIkana GAP
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HUcrounux: Ley B., Ryerson C.J., Vittinghoff E., Ryu J.H., Tomassetti S., Lee J.S., Poletti

V., Buccioli M., Elicker B.M., Jones K.D., King T.E. Jr., Collard H.R. A multidimensional index
and staging system for idiopathic pulmonary fibrosis. Ann Intern Med. 2012 May
15;156(10):684-91. doi: 10.7326/0003-4819-156-10-201205150-00004.

Tun (nonqepxﬂy'rb):
— IIKaJa OLCHKH
— HHIEKC
—  BOIIPOCHHK
— Jpyroe (YTOYHHTB):
Ha3snaucHue: olieHKa TSXKECTH U IporHo3a teuenus NJID

Coxnepxxanue (1mabmioH):

IlpenuxTopni bamisl

G Mon
Kenmuusl 0

My K4UHBI |

A Bospacr, aer
<60 0
61-65
>65 2

P ®uznonorun
DIKEJ], % nosokH.
>75 0
50-75

<50

DLco, % mosxH.
>55

36-55

<35

N

W N = O

He MoryT BEIMOMHUTH

Kimou (unTepnperanus): 6051ee BRICOKUM 6ai COOTBETCTBYET O0JIee TKEIOMY TEUEHHIO H
Gonee nebnaronpusTHomy nporsosy UJI®. O6mmit 6asmn (qmanason ot 0 o 8) ucnonbsyercs
U Knaccugukanuu nauuenTos Ha I cramo (0-3 6amna), I1 cramuio (4-5 6ayuos) wmm 111

craguio (6-8 6ayutoB) no nporHo3y 1-, 2- U 3-eTHEH CMEPTHOCTH.
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[Tosicuenma: mkana GAP ucrons3yercst U1 OeHKH pHCKa JICTAIBHOTO UCXoa Y OOIbHBIX
%0} (0 3
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