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Cnucok coxkpameHui
N3JI - uaTepcTUIManbHbIe 3a007€BaHUS JIETKUX
NUII - npnonaTuyeckue MHTEPCTUIMATbHBIE THEBMOHUH
NJI® - npuonaTuueckuii JIerouHblid Guodpos
OMUII - 0Obr4HasA HHTEPCTULIMATIbHAS] THEBMOHUS
HCHII - mecniermupuueckast HHTEPCTUIMAIbHASI THEBMOHUS
KJI®D - komOunanus jierounoro Gpudpo3a u amMpu3emMsl
[P - nneBponapeHXUMabHBINA (HUOPOINTACTO3
C3CT — cucremHoe 3a007eBaHHE COCAMHUTEIBHON TKaHU
N3JI-3CT — wuHTepcTuLMalbHOE 3a00J€BaHME JIETKUX, CBSI3aHHOE C CHCTEMHBIM
3200JIeBaHUEM COEIMHUTEIbHON TKaHU
I'OP - ractpoazodareanbHblil pedioke
KT - komnbroTepHast ToMorpadusi OpraHoOB TPYAHOMN KIIETKH
BPKT - Bbicokopa3pelaroiasi KOMIbIOTEpHasi TOMOIrpadusi OpraHoB I'pyJHON KIETKU
JAN — noBepuTeIbHBIA UHTEPBAI
XBJI - xupyprudeckast OMoOnCHs JIErKOro
BAJI - OpoHX0alIbBEOISIPHBIH JTaBaK
JAII - muddys3HOe ambBEOIIPHOE TOBPEKICHHIE
AHA - aHTHUHYKJI€apHbIE aHTUTEIIA
CPB — C-peaxTuBHBI 0ok
P® — peBmaTonHbIi (hakTop
AT — aHTHTENA K HTUKIAYECKOMY HUTPYJUIMHUPOBAHHOMY IENTUIY
MMII — maTpu4Has METAJIIONPOTENHA3A
K®K - kpeatundocdokunaza
OXKEJI - popcupoBaHHast )KU3HEHHAsE EMKOCTb JIETKUX
JKEJI - )xnu3HEeHHast EMKOCTb JIETKUX
OEJI - o61mast eMKOCTh JIETKHX
OOJI — ocTaTo4HBIi 00BEM JIETKUX
DLco - nuddy3nonnas cnocoOHOCTb JETKUX AJI1 MOHOOKCHAA yTIepoaa
JUIA — naBneHue B JIETOYHOW apTEPHUH
cpIJIA — cpennee naBieHuE B JIETOYHON apTEPUU
MK3P - MuHMManbHas KIMHUYECKU 3HaYMMas pa3HULA
6-MT - TecT ¢ 6-MUHYTHOU X0600M

6-MP — 6-MHHYTHOE pacCcTOsIHHE



I'KC - 1/1I0KOKOPTUKOCTEPOU I

JII' - nero4Has TUIEpTEH3UA

TOJIA — TpoM003MO0IHS JTETOYHON apTepuu
OAC - 00CTpYKTHBHOE aITHO? CHA

XOBJI — xponnyeckass 0OCTPYKTHBHasI 00JIC3HB JIETKHX
NBC — nmemuueckas 607€3Hb cepia

JAKT - nnurenpHas KUCIOPOAOTEPATIUS

XBJI — xupyprudeckast OMOTICHUs JIETKOTO

BJI — naBa3suBHas BEHTHUIISILU JIETKUX

HBJI — HenHBa3uBHas BEHTUJIALUS JIETKUX

OJIH — ocTpast nprxatesibHasi HEIOCTATOYHOCTh
MIIO — mMHOTOnpOdUIBHOE 00CYKIACHHE

YVYP — ypoBeHb yOAUTENTEHOCTH PEKOMEH AU
Y/ — ypoBEHb JOCTOBEPHOCTH JOKA3ATEIbCTB -
OLLI — oTHOLIIEHWE TIIAHCOB

JAN — noBepuTeIbHBIA UHTEPBAT



TepMuUHBI U onIpeaeJeHus

HNuTepcTHIHATBbHBIE 3200/1eBaHUS JIETKHX — [€TEPOreHHas rpyIna 3a001eBaHui 1
IIATOJIOTUYECKUX COCTOSTHUN U3BECTHOW U HEM3BECTHOW IIPUPOJIBI, XapaKTEPU3YIOLIAsICs
pacnpoCcTpaHEHHBIM, KaK IIPaBUIIO, IBYCTOPOHHUM ITOPAKEHUEM PECIIMPATOPHBIX OTIEIIOB
JeTKUX (AJIbBEOJI, PECIIUPATOPHBIX OPOHXHOII).

Nnnonarnyeckue MHTEPCTHIHAIBHbIEC THEBMOHUM — IPYIIIA HHTEPCTULUATBHBIX
3a00J1eBaHUH JIETKMX HEU3BECTHOW ATHOJIOTUH, CXOAHBIMU IIPU3HAKAMU KOTOPBIX SIBJISIOTCS:
[IPEUMYIIECTBEHHOE MOPAKEHNE UHTEPCTULIMAIBHON TKaHH, IPOrPECCUPYIOLINI
(GuOpo3upyIOLIHIA TPOIIECC B JIETKUX, COMPOBOXKIAIOLINICA HApACTAIOLICH ¢ TEUCHHEM BPEeMEHHU
OJIBILIIKOM U PECTPUKTUBHBIMU HAPYLICHUSIMHU BEHTUISLIMOHHON CIOCOOHOCTH JIETKHX.

Nnanonaruyeckuii Jierounblii puodpo3 — ocodas hopMa XpOHHUECKOH
porpeccupyronieii puopo3upyroneil HHTEPCTUINATHFHON THEBMOHHH HEU3BECTHON ATHOJIOTHH;
BO3HMKAET IIPEMMYILECTBEHHO Yy JIFOAEH CTapLIEro BO3pacTa, OPa)aeT TOJIBKO JIETKHE U CBA3aHa
C TUCTOJIOTUYECKUM H/WIIN KOMITBIOTEPHO-TOMOIpaMueCKUM MaTTEPHOM OOBIYHON
MHTEPCTULMAIBHON [THEBMOHUU.

Hecnennpuyeckasi HHTEPCTUIHMAIBLHAS THEBMOHUS — O/1HA U3 GopM
UIMOTIATUYECKUX HHTEPCTUIMAIBHBIX THEBMOHHMA, XapaKTEPU3YIOMIAsCs pa3HO0Opa3HBIMU
TUCTOJOTMYECKMMH U KOMIIBIOTEPHO-TOMOIpaUuECKUMU MPU3HAKAMH, HEPEJIKO CXOAHBIMU C
UAMONATUYECKUM JIETOYHBIM (prOPO30M, HO YaCTO C MOJIOXKUTEIBHBIM 3(PHEKTOM OT
[JIFOKOKOPTUKOCTEPOUI0B U OoJiee 6J1aronpusTHBIM IPOTHO30M.

CoToBoe JIerKoe — KJIacTepbl BO3IYIIHBIX KUCT pazMepoMm oT 2-3 10 10 MM B JierouHoM
TKaHU, PACIIOJIOKEHHBIE TPYIIIIaMH, CyOIIEBPAIbHO, B HECKOJIBKO CJIOEB M HMEIOIIUX YETKO
OUYEPUEHHBIE CTCHKHU.

TpakuuoHHBbIe GPOHX03KTA3bI — HEPABHOMEPHOE PACIIUPEHUE TPOCBETOB OPOHXOB U
OpoHXHOJI, BbI3BaHHOE (POPO30M JIETOUHOM TKaHU U pacTsyKeHUEM (Tpakiueil) mpocsera
OpOHXOB JIETOYHOW TKaHH B pe3yJIbTaTe Mporpeccupyromero Guoposa.

Peruxyasipabie u3mMeHeHus — ckuanorndeckuit peromer npu BPKT opranos rpyaHoit
KJIETKH, IPEJICTABIsIET COOON CeTh U3 OTHOCUTEIIEHO TOHKHMX MEePEKPEIIMBAIOLINXCS JINHUHI
(YIUIOTHEHHE BHYTPHI0JIBKOBOIO HHTEPCTHUIINS ), KOTOPbIE MOTYT UMETh (pOopMy KoJiell,
MHOTOYT'OJIbHUKOB WJIM MapajuIeIbHbIX JIMHUH.

«MatoBoe cTekJI0» — ckuanornyeckuii penomen npu BPKT opranoB rpyiHO#N Ki1eTKH,
KOTOPBIA XapaKTEpU3yETCsl YMEPEHHO BBIPAKEHHBIM IOBBIIIEHUEM TUIOTHOCTH JIETOYHOW TKAHU,
Ha ()OHE KOTOPOTO BUIHBI IPOCBETHI U CTEHKH OPOHXOB, BHYTPUJIETOUHBIE COCYbI, a TAKKE

odaru U peTUKYJIAPHBIC U3SMCHCHU A, ITPU UX HAJTUIHH.



Oo6ocTpenne NJI® — HapacTaHUE OJBIIIKY B TeueHUe nocieqHux 30 qHel U MOsBICHHE
HOBBIX OMJIaTepaIbHBIX U3MEHEHHH 10 JAHHBIM BBICOKOpA3peIIaroIieil KOMITbIOTEPHOM
TOMOTpa(uK OPraHoOB IPYAHON KIETKH 110 TUITY «MAaTOBOTO CTEKJIA» W/WIN KOHCOJIUAATOB MPH
UCKITIOYEHHUH IPYTUX albTePHATUBHBIX MPUUYHUH (MHPEKUIUS U Ap.).

Komounanusi Jerounoro ¢pudpo3a u 3mdpuzemMbl — CUHAPOM, 00bEINHSIOIIHIA
NPU3HAKY ABYX 3a00JI€BaHMIA: JIETOYHOTO (GrOpo3a (MPerMyIIeCTBEHHO B HUKHHUX OT/IEIax

JeTKUX) ¥ SM(u3eMbl (IPEUMYIIECTBEHHO B BEPXHUX OTJIENAX JIETKUX ).



1. KpaTrkas nadopmanus no 3a00/1eBaHUI0 WIHA COCTOSTHUIO (TpyIe

3a00J1eBaHUI MJIH COCTOSIHUH)

1.1 Onpeaeaenne 3a00J1€BaHUsSl WM _COCTOSIHUS _(Tpynnbl__3a00J1eBAHUI _WJIN

COCTOSTHUIA)

Nnuonatuyeckuit  nerounsii  ¢ubpo3z (MJID) — ocobas dopma XpoHUUYECKOI

nporpeccupyromieil Gpubpo3upyromeid UHTepCTULINAILHOW MTHEBMOHUN HEU3BECTHON STHOJIOTHUH,
KOTOpasi BO3HUKAET PEUMYILECTBEHHO Yy JIOJEH cTapllIero BO3pacra, opakaeT TOIbKO JIETKUE U
CBsI3aHA C THCTOJIOTHYECKUM /UM KOoMIbIoTepHO-ToMorpadudeckum (KT) marrepHom 0Ob14HOM
uHTepcTuimanbHo maeBMoHuu (OUII) [1,2,3]. T'mctomornueckuii marrepun OWII Brimrodaer
Hanmuuue ¢GuopodIacTUuecKux (QOKYCOB, HMHTEPCTUIMAIBLHOTO XPOHUYECKOTO BOCHAJICHUS,
¢ubpo3a  NPEUMYIIECTBEHHO B  30HaX  OpPOHXMOJIO-AIBBCOJSIPHBIX — TEPEXOO0B, B
MOITUIEBPATIbHBIX/TIApaceNTAILHBIX 30HaX ¢ (opmupoBanueMm «cot». Ilarrepa OUII mpum
Boicokopazpematonieii KT (BPKT) opranoB rpynHoi KJIETKH BKIIOYAaeT paclpOCTpaHEHHBIC
JIBYXCTOPOHHHE PETUKYJISIPHbIC N3MEHEHUS, IPU3HAKHU «COTOBOTO JIETKOTOY» /MM TPAKIIHOHHBIX

OpOHX03KTa30B ¢ MpeolIaJaHNeM U3MEHEHHI B KOPTUKAIBHBIX U 0a3aJIbHBIX OT/IENaX JIETKUX.

1.2 DTHOJIOTHS M IATOreHe3 3200/1eBaAHNS MJIM COCTOHUSA (IPVIIILI 3200J1€BAHNH MJIN

COCTOSIHU)

Otnonoruss NJI® HeusBecTHa, OAHAKO OMNpEAETCHbl HEKOTOpble (DAaKTOpPhl PHUCKA,

cBs3anHbIe ¢ IO [4,5]:

» Kypenue. JTO OJUH W3 HambOoyiee 4acThIX (PAKTOPOB pHCKA, I KOTOPBIX JOKa3aHa
nocToBepHas cBs3b ¢ MJID. 3HauuMocTh JaHHOTO (aKTOpa prcKa BO3PACTAET y MALUEHTOB
C aHaMHe30M KypeHus Oonee 20 nauek-yert [6];

»  GHewHecpeooGble UHANAYUOHHBIE 6030€lCMEUA, He C6A3AHHbIE C KYPEeHUEM.
[ToBbiiennslii  puck pasutuss MJIDO accoumuupyercs ¢ MHPOKUM  CHEKTPOM
HEOPraHWYECKUX U OPTaHUYECKUX MBLIEH, B 4aCTHOCTH, ¢ MeTayummyeckoi (O 2,44; 95%
I 1,74 - 3,40), npeecnoii (O 1,94; 95% AU 1,34 - 2,81) u xkamenHoi# nbiibio (OLL
1,97;95% AU 1,09 - 3,55). B kauecTBe NOTEeHIIHAIBLHOTO (haKTOpa pUCKa paccMaTpuBaeTCs
MHTAIIMOHHOE BO3JEHCTBUE OPraHUYECKON NbLIM (pacTUTENbHAs WM YKUBOTHAs) B
cenbckoM xo3stiictBe unu B ObiTy (OILI 1,65; 95% AU 1,20 - 2,26) [7];

» e2acmpodzogazeanvuovtit  pegpiroxkc (I'IP). Bzaumocsszp Mexay [DOP u WO
OKOHYATEJIbHO He JToKa3aHa [8];

» memabonuyeckue (IHOOKpunuwvle) paccmpoiicmea. Metabommueckue (PHIOKPUHHBIC)

paCCTpOﬁCTBa (CaXElpHHﬁ ,Z[I/Ia6eT, I‘I/IHOTI/IpCOS) BCTPCHAIOTCA 3HAYUTCIBHO 4YalllC CpCau



oonmpHbIX WNJI® m paccmaTpuBaioTCs Kak HE3aBHUCHUMBIM (DAKTOp pHUCKA IJIsi 3TOTO

3aboieBanusg [9,10];

» 2enemuueckue pakmoput. Oxono 5% Bceit nmomyssiiuu 00abHBIX MJID uMeroT ceMeiHbIit
nero4Hsiit puodpo3 (cpeau KpoBHBIX poAcTBeHHUKOB). Hanbomnee yacto (y 34% OONbHBIX C
ceMeiHbIM JierouHbM (puodpo3om u y 38% mnanuentoB ¢ MJID) BcTpewaercs myTanus
MUCSB [11]; pexe (B 25% cinyuyaeB UJI® u B 15% ciyuyaeB ceMeHHOro JEro4yHOTO
¢ubpo3a) myranuu reHoB, cBszaHHbIX ¢ Tenomepaszoir (TERT, TERC, DKCI1, TINF2,
RTEL1, PARN) u BbI3bIBatoIINe YKOPOUCHHE TEJIOMEPHBIX YUaCTKOB; B 3%, B OCHOBHOM
IIpU CEMEMHOM JIerouHoM (pubpo3e, - MyTaluu B reHax cypdakranTHbIX mporenHoB C (SP-
C)u A2 (SP-A2) [12-16].

B ocnoBe naroreneza MJID nexar NMOBTOPHBIE MHUKPOMOBPEXKACHUS aJbBEOJPHOTO
SMUTENMS C HapyIICHHEM MEXaHHW3MOB €ro pereHepanuu. ITO MPUBOJUT K MATOJIOTHYECKOU
pesnutenu3anuy, mnpoiudepanun GuOpoOIacTOB U CHHTE3Yy H30OBITOYHOTO KOJIHYECTBA
AKCTPALICIUTIOJISIPHOTO MaTpuKca. B pe3ynbrare HOpMaibHas JeroyHas mapeHXuma MOCTEIIEHHO

3amemaetcst GuOpo3HOI TKAHBIO [6].

1.3 DnuaeMuoJiorusi 3a00/1eBaHUs WM COCTOSIHUS (rpyonbl 3a00JieBaHUM WU

COCTOSIHU)

Cuuraerca, 4yTo B mocieaHue roabl yucio OonbHBIX WJI® yBenmumiock. OnHako

nokasarenu 3adosneBaeMocTd U pacnpoctpaHeHHocTH WJID B uccrneqoBaHUsIX pa3HbIX aBTOPOB
CYUIECTBEHHO OTJIHMYAIOTCS, YTO MOYKHO OOBSCHHTH OTCYTCTBUEM YETKHUX M OOLIETIPUHSTHIX
JTUArHOCTHYECKUX KPUTEPHEB, KAaK PEHTTC€HOJIOTHUECKUX, TaK U MOP(HOIOTUYECKUX, OTITUYHUSIMHU B
nu3aiiHax uccienoBaHuil (pasHsle onpeaeneHus NJI®, pa3ubiil Bo3pacTHOM cOCTaB NAIlUEHTOB) U
np. 3aboneBaemocts MJI® 3aBucuT oT Bo3pacTa: 6071€3Hb BOSHUKAET Yallle B MIECTOM U CEAbMOM
NECATUIETUSAX JKU3HU. DONBIIMHCTBO 3a00NEBIIUX SIBISIOTCS KYPUJIbIIMKAMH WM JKC-
KypWJIbIIMKaMU; MY>KYHHBI OOJICIOT HECKOJIBKO yarie, yeM xeHIuHbI [ 17,18]. 1o manHbIM pa3HbIX
aBTOpOB, 3aboneBaemocts MJID cocraBnsier ot 6,8 mo 63 cnydaeB Ha 100 000 Hacenenus B
3aBUCUMOCTH OT UCIONb3yemoro onpeneneaus NIID [19-21].

CornacHo mpenBapUTENbHBIM JaHHBIM, MOJTYYEHHBIM MO pe3ynbraraM peructpa IO B
Poccuiickoit @enepannu, pacnpoctpaneHHOCTs MJID B Poccuiickoi denepannu COCTaBIIsIET OKOJIO
8 - 12 cinyuyaer Ha 100 000 nHacenenwus, a 3aboneBaemoctb UJID — 4 - 7 ciyqaeB Ha 100 000

HaceseHus [22].



1.4 Oco0eHHOCTH KOAMPOBAHUS 3200/1eBAHUSA NJIU COCTOAHHUSA (TPYINLI 3200 1eBAHU I

WIN _cocTOsiHMii) 1o MekAyHAPOAHOI cTaTHCTHYeCKOil kJaaccuukanuu 0oJiesHell u

npo0.JieM, CBA3AHHBIX CO 3/I0POBbEM

Jlpyrue uHTEpCTHIIMAIbHBIE JIETOYHbIE OoJie3HH (J84):

Jlpyrue MHTEpCTHIIMAIBHBIC JIETOYHBIC OOJIE3HH C yIToMHUHaHueM o ¢pudpose (J84.1)

1.5 Knaccudukanus 3a00JieBaHUS WM _COCTOSIHUS (TPYNIbl_3200J€BAHMIT _WJIH

COCTOSTHUIA)

Kmuanueckas xnaccudukamus HNIID orcyrctByer. Ilo coderanuto crnenupuiecKux

KOMIIbIOTEPHO-TOMOIpau4eCKUX U MOPPOIOrHUECKUX NAaTTEPHOB MOXKHO BBIIEIHUTH:

» mnoareepxxaeHnbii NI (manmmune natrepHa tunuanoir OUII y 6onsHoOTO crapmie 60 ner
OpU  OTCYTCTBUHM KJIMHUYECKH 3HAYMMBIX BHEIIHECPEJIOBBIX M  JIEKAPCTBEHHBIX
BO3JCUCTBUII M OTCYTCTBUM CUCTEMHBIX 3a00JIEBaHMM COEJUHMTENBHON TKaHWU;
cootBeTcTByMOIIEe couetanne BPKT- u mopdonoruueckoro narrepuon (IIpun. 1)) [23];

» BeposrtHsiii IO (cootBercTBytomee couetanne BPKT- u Mopdonornaeckoro narrepHoB
(cm. Tlpun. 1)) [23];

» KoMOuHanwms JierouHoro ¢pudposa ¢ 3MPU3EMOi.

ITpumep hopMyIUpOBKH AHArHO3A!

a. HMurtepcrunmanpHoe 3a00JIeBaHHME JIETKUX: HWIMONATHYCCKUI JIETOYHBI (HUOPO3.
XpoHHUYECKasi THIOKCEMUYECKas AbIXaTelIbHAs HEJOCTATOYHOCTb.

6. HurepcrunmansHoe 3a0osieBaHUE JIETKUX: HAMOMATUYECKUH JIerovHbI (udpo3
(xkoMOuHanus geroyHoro Gpuoposa ¢ smpuzemoii). byniesnas smpuzema BepXHUX OTIET0B 000UX

JICTKHUX. XpOHI/I‘IGCKaﬂ TUITIOKCEMHYCCKAas AbIXaTCIbHAsA HEAOCTATOYHOCTD.

1.6 Kinyundyeckass KAPpTHHA 3200J1eBAHNS UJIHM COCTOAHUSA (TPYyNnbI 3200JeBAHNI WU

COCTOSIHU)

Hauano 3a0oneBaHus NpUXOAWTCS, Kak MpaBuio, Ha Bo3pacT ctapiie 50 ser [18], y

0ONBHBEIX ¢ ceMelHBIM aHaMHe3oM MJID 3aboiieBaHHE MOXKET HAaUMHATLCSI B 00Jie€ MOJIOJOM
BO3pacrte [24].

OCHOBHBIMU KJIMHUYECKUMH mposBiaeHusIMu WNJID gBAsAOTCA OnbllIKa, CHUKEHHE
TOJICPAHTHOCTH K Harpy3ke U XpOHUYECKHI Kalllelb U TaKhe HecHelu(pUIecKrue CUMITOMBI KaK
c1aboCTh, CHIDKEHUE alleTuTa, moTeps Beca. [ uneprepmusi, nepudepudeckas umMdaaeHonaTus,
apTPUTHI, MUAITHH, «CBUCTSAIIEE» JbIXaHUE, KPOBOXApKaHbE, OOJEBONH CHHAPOM B TPYAHOU

KJIETKE U MOpa’keHUe JIEBBIX KaMep cep/iia He XxapakTtepHsl 1 NJID [23,25].
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B orcyrctBue 000CTpeHUN eCTECTBEHHOE TeueHHue OOJIe3HH XapaKTepHu3yercs
MOCTENIEHHBIM HAapaCTaHUEM CHMIITOMOB B TEUEHUE HECKOJBKHUX JIET JI0 Pa3BUTHUS TSKEIBIX
HapymeHn QyHKIMN ABIXaHUS U IPUCOCTUHEHHUS OCIOKHEHUH [26].

Haubonee uactoii mpuumnoit cmeptu npu NIJID (60%) sBisercs mporpeccupyromas
JpIXaTellbHask HeIOCTaTOYHOCTh, a TaKkke unemudyeckas 6omnesns cepaua (MbC), rpomGoambomnus
nerounoit aprepun (TDJIA) m pak nerkoro [27]. Menuana BBDKMBA€MOCTH OT MOMEHTA
noctaHoBku auarnosa MJI® cocrasnsier ot 2 g0 3 ner [1], a OT MOMEHTa MOSBICHUS TEPBBIX
cumrnitomoB NJI® u/unu nsmenenuit mo KT - 6 ner [28]. BmecTe ¢ TeM, y O07IBHBIX ¢ COXpaHHOU
JIETOYHOM (PYHKIIMEH 3TOT MOKa3aTelb MOXKET OBbITh BHIIIIE.

Y 5-15% mnauuentoB ¢ WJI® B TedyeHue roja pa3BUBAETCA OCTPOE YXYJIIEHHE
KIIMHUYECKOoro coctostaust — oboctperust UJID [6]. OcHoBHBIMU npu3HakaMu oboctpenust NJID
ABIISAIOTCS OECIIPUYMHHOE HApacTaHWE OJIBIIIKY B TeUeHHE 1 Mec, yCHuIeHHe Kalulsl U MPOAYyKIUN
MOKPOTBI, TOKyMEHTUPOBAaHHAs TUTIOKCEMHUS (YXYIIIEHUE UITU TSKeNI0e HapylIeHHe ra3000MeHa),
CBEXKHE aJIbBEOJISIPHBIC MHPWIBTPATHI HA PEHTTEHOTPAMME JIETKUX M OTCYTCTBUE JIPYTUX MPUUNH
YXYIUICHUS, TaKUX KaK JKCTPa-MApEHXUMATO3HbIE MPUYMHBI (MTHEBMOTOPAKC, IJIEBPAIbHBIN
BbINOT, TOJIA) unu cepaedHasl HEAOCTATOYHOCTh ¢ 0OBEMHOM Meperpy3koit cepama [26, 29-31].
[Ipornoz o6octpennss WNJID, kak mpaBuiao, HEOJArONPHUATHBIN, JETAIBHOCTH BO BpeMs

rocrnuraiu3anuu gocturaet 65%, a B TeueHue 6 MecsleB OT Hadajla pa3BUTUS O0OCTpEHUS - >

90% [26].

2. IlnarnocTuka 3a00/1eBaHUs UM COCTOSIHUA (TPynbl 3200/ 1€BaHUI WU
COCTOSIHUI), MEIMIIMHCKHE IOKA3AHUA M NPOTHBONOKA3aHUSA K IPMMEHEHH IO

METOJ0B ITHATHOCTUKHU

Knunuuecxoe nooospenue na UJI® y 60161020 ¢ XpOHUUECKOU 00bLUKOU NPU PUu3ULecKol
HazpysKe, Kauiiem, 08YXCMOPOHHel UHCRUPAMOPHOU Kpenumayuell 8 6a3aIbHbIX OmMOenax 1e2kux
u/unu ymonwenuem OUCmanvhvlx ¢hanramne nanvyes pyk no muny "bapabannvix nanouex”, ne
UMeWUxX 04e8UOHON NPUYUNBL, O0JHCHO BO3ZHUKAMb 6 CIedyIouell CUmyayuu. 603pacm cmapuie
60 nem; omcymcmeue KIUHUYECKU 3HAYUMbBIX GHEUIHEeCPeOO8blX UMU JNeKAPCMEEHHbIX
6030elicmaull, Omcymcmeue NpPUHAKO8 CUCMEMHLIX 3A001e8aHULl COEOUHUMENbHOU MKAHU
(C3CT) [17].

Kpumepuu ycmanognenus ouazno3a/cocmoanus:

1) orcanobvr Ha 00bLIUKY NPU OMCYMCMBUU 04eBUOHBIX NPUYUH, KIUHUYECKU 3HAYUMbIX

BHeUHecped08bIX Ul 1eKAPCMEEeHHbIX 8o30eticmautl, omcymcemaue npusnaxkos C3CT;
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2) 08yxcmopoHHel UHCNUpamopHOU Kpenumayuell 8 0A3aNbHLIX OMOeNax JlecKux npu

aycKyismayuu,

4) svisgnenue nammepua 0ovIuHOU unmepcmuyuaivrou nheemonuu (OUII) npu BPKT opeanog
2PYOHOU KNeMmKU U/UNU NPpU Namono20-aHamomMu4eckom uccied08anHuy OUONmMamos 1e204Holl

MKAHU.

2.1 Ka100bI 1 aHAMHE

[Ipu BoBienuun MW3J1 pekomeHmyeTcss TIIATENbHBIM cOOp aHaMHE3a IpHeMa
JICKapCTBEHHBIX IMPENapaToOB M BO3JCUCTBUSA (DAKTOPOB OKpY’KAaIOMIEH cpeapl AoMa, Ha
paboueM MecTe M B JIPyTHX MECTax, 4YaCTO MOCEIIAEMbIX MaIllMEHTOM, JJI UCKIIOUCHHS
noTeHIranbHbIX npuunH U3JI [23].

YpoBenb y0enutejabHOCTH pexkoMmenHaanuii C (ypoBeHb JA0CTOBEPHOCTH
A0Ka3aTeJbCTB 5)

Kommenrapuu: Kiunuyeckoe nooospenue na HJI® y 6orvnoco ¢ xpoHuueckou
00bLUKOU Npu  u3uuecKoll HazpysKe, Kauliem, O8YXCMOPOHHEU UHCRUPAMOPHOU
Kpenumayuei 8 0A3aIbHbLIX OMOENAX JecKuxX Uu/uiu ymoauenuem OUCmaibhvlx gaiane
nanvyes pyk no muny "6apabanmnsix nanouex”, He umMerOWUX 04e8UOHOU NPUHUHDL, OOIHCHO
803HUKAMb 8 Cledylowel cumyayuu: gospacm cmapue 60 1em, omcymcmeue KIuHU4ecKu
3HAYUMBIX BHEUUHECPEO0BbIX UNU IeKAPCMBEHHBIX 8030€liCMEULL, OMCYMCMEUue NPUSHAKOE

cucmemmuwix 3abonesanuti coeounumenvuou mxanu (C3CT) [17].

JUist OLIEHKHU OJBIIIKH MPU MOBCEIHEBHBIX (PM3NYECKUX Harpys3kax y namueHton ¢ MJIOD

pexomenayetcs ucnonb3obarh mkary mMRC (ITpun. T') [32].

YpoBenb ybOeauTeabHocTH pekomennanuii C (ypoBeHb /J10CTOBEPHOCTH

A0Ka3aTebCTB 4)
Jns onenku Tspkectd U nporHoza WJID pexomenayercs ucnoinb3oBath Imkany GAP
(ITpun. I'2) [33].

YpoBenb yoOeauTenbHocTH pekomengammii C (ypoBeHb J10CTOBEPHOCTH

A0KA3aTeNbCTB 4)

2.2 dusukajanLHoe 00c/IeI0BAHNE

VY 40% nanuentos ¢ NJID npu nepBUYHOM OCMOTPE BBISIBIISIFOTCS] U3MEHEHHUS TUCTAIbHBIX

q)anaHr o TUITY ((6apa6aHHI)IX MaJIOYCK» W HOI'TEBBIX IUIACTHUH IMAJIBLCB PYK IIO0 THUITY «YaCOBBIX

CTCKOJI» pa3J'IPI‘iH0ﬁ BBIPAXCHHOCTH. BrsiBisemas IpH ayCKYJIbTalluU ABYCTOPOHHSSA KPCTIUTALIUS

B KOHIIC BAOXa (Xp}/CT JIMITYYKW», NI XPHUIIbL ((VeICI'O») B 0a3alIbHBIX OTACIIaX TAKIKC XapPaAKTCPHA

Jutst nareHToB ¢ MJI® u TecHO KoppenupyeT ¢ HaJudrueM MaTTepHa 00bIYHON HHTEPCTULINATBHON

nHesMoHuu (OUII) npu BPKT opranos rpyaHoii kinetku [34].
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VY Bcex marueHToB ¢ MJI® pexomeHyeTcst OlleHMBATh COCTOSTHUE TUCTAIbHBIX (paslaHT u
HOTTEBBIX IUIACTUH MaJIbLIEB PYK ISl MCKIIIOUEHHUS M3MEHEHHUS MO TUIly «OapabGaHHBIX
MajJ0ueK» U «4aCOBBIX CTEKOJ».

YpoBenb yOeautenbHocTH pexkoMenaanuii C (ypoBeHb /JI0CTOBEPHOCTH
JI0Ka3aTeJbCTB 5)

Kommenrtapuu: Buiasnenue usmeHenus OUCmMAanvHulXx (anaue no  muny
«6apabanubiX NANOYEK) U HOLMEeBbIX NIACMUH NAbYe8 PYK N0 MUNY «4ACO8bIX CIEKON»
npu nepeutHom ocmompe 6onvho2o ¢ MJID ceudemenvcmayem o pazeepHymou cmaouu
Oone3HU U accoyuupyemcsi ¢ NIOXuUmM npocHozom [1].

Bcem manumenTtam ¢ knuHUYeckuM mnogo3peHueM Ha WJID pekomeHayeTcss MPOBOIHUTH
ayCKYJbTAIIUIO JIETKUX IS BBIBIICHUS ABYCTOPOHHEH kpenuTanuu [34].
YpoBenb yOeauteqbHOCTH pexkoMeHaanuil B (ypoBeHb [10CTOBEpPHOCTH

10KA3aTeNbCTB 2)

2.3 JIaGopaTopHbIe JTHATHOCTHYECKHE MCCIeT0BAHUSA

Jns uckmouenust U3J1, csizanubix ¢ C3CT (U3JI-C3CT), BceM 00BHBIM € KITMHUYECKUM
nono3pennemM Ha MJID pekomeHIyeTcs BBINOJHATh UCCIECIOBAHUE CKOPOCTH OCEHAHUs
spurpouutoB (COD), uccnenoBanue ypoBHs C-peaktuBHoro Oenka (CPB) B kposu,
ompefieNieHue CoJAepKaHMsl aHTUHYKiIeapHbIXx aHTuTen (AHA) B kpoBu (MeTonoM
UMMYHOQITIOOPECIICHITNH), OTpeeiIeHUE coAepkanusi peBMaTougHoro (akropa (PD) B
KPOBH, OIpENCICHNE COJCpPKAHUS aHTHHYKJICAPHBIX aHTHUTEI K SMm-aHTUTEHy W
oTpefieNieHue COAEP KaHUsI aHTUTEN K IUKJINYECKOMY LUTPYJIMHOBOMY MENTUAY (aHTHU-
CCP) B kpoBu [23].
YpoBenb yOenureabHocTH pexoMeHaanuii C (ypoBeHb /JA0CTOBEPHOCTH
A0Ka3aTeJbCTB 5)
Kommenrapun: V 6oavusix ¢ noodospenuem na UJID u cumnmomamu C3CT
mpebyemcs bonee demanvHoe ucciedoganue cvleopomounvix mapkepos C3CT:
- Npu NOOO3PEHUU HA MUO3UM: onpedeleHue aKmueHOCMU KpeamuHKUHA3vl 6
Kpo8U, UCCle008anue Ypo8Hs MUOIOOUHA 8 KpO8U, onpeoenenue aKmusHOCmu
anb001a3vl 8 KPOsU, OnpeodeieHue CO0epAHCaAHUs AHMUYEHMPOMEPHBIX AHMUMEI 8 KDOBU
uop.;
- NpuU NOOO3PEeHUU HA CUCMEMHYIO CKAEPOOepMUIO: onpedesieHue COO0epHCaHUs
anmumen Kk Scl-70 / monouszomepasze-1 6 Kposu, onpedeneHue CcoOepPHCaHUs.

AHMUYEHMPOMEPHbLX anmumeis 6 Kposu,
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- npu nodospenuu Ha cunopom Llleepena: onpedenenue codepaicanus anmumern
Kk SSA / Ro u SSB / La 6 kposu;
- npu nodospeHuu Ha eackyium: onpeoeienue mapkepoe ANCA-
accoyuuposarHwvlx sackyaumos: PR3 (c-ANCA), MIIO (p-ANCA).
Buisgnenue C3CT y 6016H020 ¢ UHMEPCMUYUATOHBIMU USMEHEHUAMU 8 JIe2KUX
ucknrouaem ouacrnos UJID [1].
Bcem 60ombabIM NJID pexoMeHayeTcs perysipHO BBITOTHATH IMyJbcokcumeTputo (SpO2)
B ITIOKO€ ¥ ITPpU (PU3UUECKOM Harpy3Ke (MPH BHIOJHEHUH TeCTa ¢ 6-MHUHYTHOH X0a6001ii (6-
MT)) ns BeIsIBICHUS AecaTypanuu [1].
YpoBenb y0enureabHOCTH pexkoMmenHaanuii C (ypoBeHb JA0CTOBEPHOCTH
A0Ka3aTeJbCTB 5)
Kommenrtapuu: Buisasnenue oecamypayuu nusce 88 % Aensemcsa noxazanuem K

HA3HAYEHUIO KMCJZOPOOOI’I’lepClnMM.

2.4 UHCTpYMEHTAJIbHBIE JHATHOCTHYECKHE MCCIeI0BAHNA

2.4.1. PeHTreHoJ0rnyeckasi THArHOCTHKA

bonpubiMm ¢ momo3penuem Ha WMJID He pexkomeHayeTcs NpoOBEACHHE O0030pHOM
peHTreHorpaguu opraHoB IpyIHOM KJIETKH B CBSI3U C €€ HU3KOM MHPOPMATUBHOCTHIO [37].
YpoBenb  yOenutenbHocTH  pekoMenganuii C  (YpoBeHb  JI0CTOBEPHOCTH
A0Ka3aTeJbCTB 3)
Bcem OonbHbIM ¢ KauHHYecKUM Tofo3peHneM Ha WJID pekoMeHayeTcs MpOBEACHUE
BPKT opranoB rpyiHoii KJI€TKH Ui MOATBEpkAeHUs auarno3za IO [23].

YpoBensb yoOenuteabHOocTH pexkomeHaanuii C (ypoBeHb JA0CTOBEPHOCTH
A0Ka3aTeJbCTB 5)
KT opraHoB rpyaHO#W KIETKH C BHYTPHBCHHBIM KOHTPACTHPOBAHHUEM PEKOMEHIYETCS
60sbHBIM ¢ U3J1 TONBKO 7151 MCKITFOUEHHS] TPOMOO0IMOO0IIHH JIETOUHOM apTepuu [23].

YpoBenb yOeaurTenbHocTH pexkoMeHgauuii C (ypoBeHb JI0CTOBEPHOCTH
A0Ka3aTeJNbCTB 5)

Kommenrtapuu: Texnuueckue mpedosanus k BPKT opeanos epyoHou kiemxu y
bonvubix UJID:

- mouKue momoepaghuuecxue cpesvl (<1 mm) [38];

- aneopumm 8blCOK020 NPOCMPAHCMBEeHH020 pazpeutenus [39];

- U30OPadCEHUS OONAHCHBL DLIMB NOTYUEHbl HA MAKCUMATLHO 271YO0KOM 800Xe;

- cnupanvhoe (00vemHoe) CKaHuposanue;
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- NpU COMHUMENbHLIX De3yIbMamax CKAHUPOBAHUS 6 NONONCEHUU HA CHUHe
PEKOMEHO0BAHO BbINOIHEHUE CKAHUPOBAHUS 8 NOJIONCEHUU HA HCUBOME Ol YCIMPAHEeHUs
«epasumayuonnoeo 3¢ppexmar [40] u sxcnupamopnoii KT 015 6visgnenus «8030YUHbIX
noeywek» [41];

N3menenns na BPKT opranoB rpyHoO# KJIETKH OTpaXkaroT MOP(HOIOTHIECKUE U3MEHEHUS

B JIeTKUX, KoTopbie ipu NJI® npencrasnstor codoit narrepu OUII.

OcHoubiMu npu3Hakamu OUII npu BPKT opranoB rpyaHoi KIETKU SBISIOTCS:

- mpeo0alanue U3MEHEHUI B KOPTUKAJIbHBIX U 0a3aibHBIX OTAENaX JETKHX;

- muddy3HbIe TBYXCTOPOHHUE PETUKYIISIPHBIE N3MEHEHUS;

- MEJIKHe CyOIuUIeBpaIbHbIC BO3AYITHBIC KHCTHI («COTOBOE JIETKOE ) W/WITH

- nepudepruecKre TPAaKIMOHHBIE OPOHXO0- MM OpOHXHOI03KTa3kl [42] (Puc. 1-3).
«MaToBO€ CTEKJIO» MOXET MPUCYTCTBOBaTh Ha (DOHE PETUKYJSAPHBIX H3MEHEHUH U

«COTOBOI'0 JICTKOTO», HO HC MOOJDKHO IPCBAJIMPOBATH Hald APYIrMMU HU3MCHCHUSIMU. Taxkoe

"MaToBOE CTEKIJIO" SIBJISIETCS MTpU3HAKOM (Guodpo3a [43].

Puc. 1. OOpiyHas wuHTepcTULMANbHAg THEBMOHUS, TunuuHas BPKT-kaptuna. a)
aKcHUaJbHBIN cpe3, 0) hpoHTambHAs pedopmans, B) caruTTaibHas peopmarius, 1) akCuaabHbINA
Cpe3 B IOJIOKEHNN Ha kuBoTe. KopTHKalIbHOE pacnpeleIeHe N3MEHEHUH ¢ HapacCTaHUEM UX OT
BepXyllek K nuadparme, "coToBoe Jierkoe", peTUKyJIspHble H3MEHEHHs, OTCYTCTBHE "'MaTOBOIO

crekna". UccnenoBanue B MOJ0KEHUH HA )KUBOTE TIOITBEPKIAET OTCYTCTBUE "MAaTOBOTO CTEKa".




Puc. 2. OOpryHast UHTEPCTULIMANIEHAS THEBMOHUS, TUIIMYHAs KapTuHa. COTOBOE JIeTKOe Ha

aKCHaAJIbHOM cpese (a), mpu pedopmanui BO GpOHTaILHO# (0) M caruTTaabHOH (B) IITIOCKOCTSIX.

a P

Puc. 3. OGpiuyHas WHTEpPCTULIMATbHAS MMHEBMOHUS, TUMUYHAS KapTHHA. TpakiIMOHHBIE
OpOHXO3KTa3bl B KOPTHKAJIBHBIX OTAENaxX JIETKUX Ha pedopmamuu B KOCOM IIIOCKOCTH (a) U

akcruajapbHOM cpese (0)

Boigenstor Heckonbko narrepHoB OUII nmo nanneim BPKT opranoB rpyaHoi kieTku

(Tabmn. 1).

Ta6auna 1. KomnbsrorepHo-romorpadudeckue nuarnocrunyeckue kareropuu OUII

Tunuunas OUIT Bepositnast OUIT | Comuutenshas | BPKT-kapruna,
OMUII COOTBETCTBYIOIIAS

OUII

Pacnpenene | [Ipeobnananue B | IlpeoOmananue B | BapuaGensnoe | IlpeoGmananue

HUE 0a3aJIbHBIX 0a3aJIbHbIX U | Wi AuQPy3Hoe | BEpXHUX U CPEIHUX
otaenax  (pexe | CyOmieBpaIbHbBIX oTAenax;
1 dy3HO) U | oTAeNax; NepuOPOHXOBACKYIISAP
CyOIIEBPAIBHO; pacnpezeneHue HbIE  M3MEHEHUS
pacnpezeneHue 00OBIYHO WHTAKTHOCTBIO
OOBIYHO reTeporeHHoe CyOIIeBpaIbHbBIX
reTEpOreHHOE OTJIENIOB

[Tpuznaku «CoTtoBoe Petuxynspueie dubpo3 6e3 | JIroosie
JIETKOEe»; M3MEHEHUS C | Kakux-1mub0 MIEPEYHCIICHHBIX
PETUKYIISIpHBIE nepugepudeckuM | ocoOeHHOCTeH, | mpeobnaganue
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W3MEHEHHUS C | ¥ TPaKUMOHHBIMHU | TIO3BOJISIOIINX | KOHCOJH/JAIINH,
nepudepuyeckuM | OpoHXO- U | 3a110JI03pUTH pacrpocTpaHeHHOE
U TpPaKIMOHHBIMHU | OpoHxMOI03KTa3a | OUII «MaToBOE CTEKIIO»
OpoHXO0- U | MH; OTCYTCTBYET (6e3 MIPU3HAKOB
OpOHXHOJIO’KTa3a | «COTOBOE oboctpenuss WD),
MU*; OTCYTCTBHE | JIETKOE»; pacrpocTpaHeHHas
MIPHU3HAKOB, OTCYTCTBUE MO3aHYHOCTh C YETKO
MO3BOJISIOIINX NPU3HAKOB, OYEepUYCHHBIMU
3aI0/103pUTh MO3BOJISIOMINX «BO3TYITHBIMH
IbTEPHATUBHBIN | 3aM10JI03PUTh JIOBYIIIKAMI
JIMarHo3 IbTEPHATUBHBIN BBIJIOXE,

JIMarHo3 MHOKECTBEHHBIC

OYaru Wiu KUCTHI

Ilpumeuanue: * - MOTYT TPUCYTCTBOBATH cJIa00 BBIPAKEHHOE «MAaTOBOE CTEKIIO»,

PETUKYJIAIPHBIC U3MCHCHMU, OCCI/I(I)I/IKaI_[I/IH.

[Ipu BPKT-narrepue tunuunoin OUII n knMHNYECKUX JaHHBIX, cOOTBEeTCTBYOMmMX UJID,
HE PEKOMEH]IyeTCsI BBIMOJTHEHNE OMOIICUU JIETKOTO (XUPYyPrudecKoid, TpaHCOPOHXUAIBHOMN
WM Kpuobworicun) U OpoHxoanbBeosisspHoro mnaBaxa (BAJI) mms monarBepxacHUs
nuarHosa [23].

YpoBeHnb yOenuTejdbHOCTH pexkomeHaanuii C (ypoBeHb JA0CTOBEPHOCTH
A0Ka3aTeJbCTB 5)

KommenTapuu: B coomgemcmeyroujeli KIuHU4eCKol cumyayuu Cneyu@uuHocms

nammepua munuynou OUII onsa ouaenocmuxu UJ1® npu BPKT opeanos epyoHotl knemku
oocmueaem 94—100%, umo nozeonsiem nocmasums ouacno3 MUJID 6Oe3 umeazuemvix
ouacHocmuyeckux emeutamenscma [44,45].
BonbHbIM ¢ KIMHUYECKUM nofo3peHreM Ha MJID u BBIABIEHUMEM NATTEPHOB BEPOSATHOMN
OMUII, comuurensroit OUII nnu ansrepraTBHOrO AMarHosa npu BPKT opranos rpynHoin
KIETKA PEKOMEHIYETCsS BBHIMOTHEHHE XUPYPrU4ecKOW OWOINCUU  JIETKOTO  JUIS
MOATBEPKIEHUS Tuardosa [23].

YpoBenb yoOeaurTenbHocTH pexkoMeHaauuii C (ypoBeHb J0CTOBEPHOCTH
A0Ka3aTeJNbCTB 5)

KommenrTapuu: BPKT-nammepnol 6eposamuoti unu comwumenvruou OHUII menee
cneyuguunst 0 UJID u nosmomy mpedyiom Xupypeuuecko 6Uoncuu 1e2Kko2o ¢ yYeivio

boiee mouHOU OYeHKU NPOo2HO3a U 8blbopa bonee cneyuguunou mepanuu [23,46].
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B nacmosawee apemsa onyoruxoeano nedocmamourno 00Ka3amenbHvlX OAHHbIX OJisl
paspabomku peKoOMeHOayull 3a UlU NPOMUE UCHOIb308AHUS OpPYeUX 6U008 OUoncuu
neekozo (mpancopouxuanvuou ouoncuu (TBBJI) unu xpuobuoncuu) y 0O0AbHLIX C
KAuHuyeckum nooosperuem Ha UJI® u nammeprnom eeposmuou OUII, comuumenvHoll
OUII unu anomepramusrnoeo ouacnosa Ha BPKT opeanos epyonotui knemku [23].
bosibHBIM ¢ KIMHHYECKHUM 1OJ03peHreEM Ha NJID u BBIABICHUEM MATTEPHOB BEPOSTHOM
OWUII, comuurensHoi OUII unu ansrepHaTuBHoro nuarto3a Ha BPKT opranos rpynHoi
KJIETKH PEKOMEHIYETCS LHUTOJOTHYECKUI aHaan3 OpOHXOAIBBEOJISIPHOTO JIaBaXa IS
nuddepeHnraIbHON quarHoctuku ¢ npyrumu M3J1 [23].

Yposenb yOeaurenbHocTH Ppexkomenaanuii C (ypoBeHb [10CTOBEPHOCTH
A0Ka3aTeJbCTB 5)

Kommentapuu: Kiemounwiit cocmas bAJI mosicem nomouwv 6 ougpepenyuanvrotl
ouaenocmuxe UJID ¢ opyeumu guoposupyiowumu H3JI. Tax, npu UIID npoyenmnoe
cooepoicarue Hetimpogunos ¢ BAJI eviue, uem npu cunepyy8cmeumeibHOM NHeBMOHUME,
HCHII u 303unounbHoll nHE8MOHULU, NPOYEHMHOE COOEPHCAHUE I03UHOPDUIL08 HUdICe,
yem npu 203UHOPUILHOU NHEBMOHUU, NPOYEHMHOE COOEPHCaAHUe TUMPOYUMO8 HUICE, YeM
npu HCHII, capxoudosze, kpunmoeenHol opeanusyroweics nuesmonuu (KOII) u
aumepoyumapHot unmepcmuyuanviou nneemonuu (JIUII; coomnowenue CD4/CD 6 BAJI
npu UJID nuosice, uem npu caprouoose, u gviuie, uem npu HCHII [23].

[Tpu onHoBpemenHoM BoisiBieHuU Ha BPKT opranos rpynnoit kierku narrepHa OUII u
aM(U3EeMbl PEKOMEHYETCsl YKa3blBaTh B JIMAarHO3€ KOMOMHAIMIO JIETO4HOro ¢udposa c
amduzemoii (KJIDDI) B cBsA3u ¢ 0coObIM TeueHueM Takoro gperoruna MJIO [23].

Yposenb yOeautenbHocTH pexkomenaamuii C (ypoBeHb [10CTOBEPHOCTH
A0Ka3aTeJbCTB 5)

Kommenrapun: Kuunuueckou ocobennocmoto cunopoma KIJIDD saensemcs
HaIuyue BblpANCEHHOU OObIUWKU NPU HEPEOKO HOPMANbHBIX —CNUpPOSPAPUUECKUX
noxkazamensax [l], a makaxce Oonvwas pacnpocmpaneHHocms u  msxcecmv  JII
CYWecmeeHHo yXyoularowas npocHo3 3abonesanus [47].

BonpHbIX ¢ kmmHM4eckuMm nonospeHneM Ha MJI®, marreppom OUII u npusHakamu
IeBpornapeHxuMaTo3Horo ¢pudpoanacrosa (III1P3) na BPKT opranoB rpyaHoit kieTku
1ocjie MHOTOMPO(MIBHOTO 00CYKJIEHUSI PEKOMEH]IyeTCs pacleHUBaTh KaK OOJBHBIX C
NJI® B cBs13M CO CXOMHBIM KIMHUYECKUM TEUYCHUEM H POTHO30M ATHX 3a00eBaHuit [23].
YpoBenb  yOenurteqnbHocTH — pexoMeHgamuii C  (ypoBeHb  A0CTOBEPHOCTH

A0Ka3aTeJNbCTB 5)
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KommenTtapuu: /110D — npoepeccupyrowee hubpozupyrowee MU3JI neuzgecmuoti
smuonocuu. Jna PO munuunvl HepasHomepHOe YmoaujeHue nieepbl U HATUYUEe
Y4acmko8 cyOniespanbHoll KOHCOIUOAYUU N1e20YHOU NAPEHXUMbl 8 8ePXHUX U CPEOHUX

omoenax neekux Ha BPKT opeanoes epyonoil kiemxu.

2.4.2. Mopdoaornueckasi AMArHOCTHKA

OcHoBoit Mop(hoIorHUecKoi IAArHOCTUKHU NJIod SIBIIIETCSA BBISIBIICHUE

Moponoruueckoro narrepaa OUIIL.

Mopdomornueckuit quarao3 OUII pekomenmyercs BhICTaBISATH OoybHBIM ¢ M3JI mpu
BBISIBJICHMM B OHOMNTATax JITOYHOM TKAaHU TE€TEPOr€HHBIX M3MEHEHUIl apXUTEKTOHHKHU
JIETKUX 3a CYET YYacTKOB IUIOTHOTO (hubpo3a, 4acto ¢ (GPOPMHUPOBAHUEM «COTOBBIX)»
CTPYKTYD, B COUETAaHHH C YIaCTKaMH MEHee MOpaKeHHO! (MITM COXPAHHO) MAPSHXUMBI 1
IIPU OTCYTCTBUU IPU3HAKOB aJIbTEPHATUBHOIO 3a00j1eBaHus Jierkux [1].

YpoBenb  yOenurTeabHocTH — pexkoMenaauuii C  (YpoBeHb  /I0CTOBEPHOCTH
JI0KA3aTeJIbCTB 5)

Kommentapuu: Omu namocucmonocuueckue uzmeHneHus o0ObiuHO Haubonee
8bIPAIICEHDL 8 CYONIEBPATILHBIX U NAPpACenmanbHblx 30Hax (Puc. 4). Unmepcmuyuanoroe
gocnanenue 00bIYHO 8bIPANCEHO YMEPEHHO, 8 BUOE 04A208bIX UHPUIbMPAMO8, COCMOAUUX
U3 IUM@POYUmMos u niasmamuiecKux kiemox. B 3onax ¢pubposza mocym ecmpeuamocs max
Hazvieaemvle uopobracmuueckue GoKycol, cocmoswue U3  NPOIUDePUPYIOUUX
dubpodracmos u muoghubpodbracmos (Puc. 5). « Comogviey cmpyKkmypvi npeocmagisiiom
coOoll  KUcmo3sHvle noiocmu ¢ - QuUOPO3HOU  CMEHKOU, OObIYHO  BbICMIAHHbLE

6p0HXMO]l}lprlM numenuem, Komopble mocym COO@prCClmb CIU3b U KINeniKu 60CnAaileHusl

(Puc. 6).

Puc. 4. O6b1yHast uHTEpCTULIMATBHASL THEBMOHHUS: Y4acTKu (prlOpo3a B MOAIIIEBPAIbHBIX

" ImapacenTalbHbIX 30HAX
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Puc. 5. OObI4Hast HHTEPCTUIIHATIEHAS

Puc. 6. O0bI4Hast HHTEPCTULIHATIEHAS
ITHEBMOHUS: MUOpUOpoOIacTuueckuii Gokyc  MHEBMOHUS: "COTOBBIE" CTPYKTYpPbI
B MECTE IIepexoa peCIMpaTOpHOI

OpOHXHUOJIBI B AJTbBEOJTBI

Brigenensr HeckobKko ructoiorndecknx narrepaos OUII (Taba. 2) [23].

Tab6aunna 2. ['ucronornyeckue narrepHsl U npuzHaku OUII

Tunuunas OUIT Bepostnas OUII | ComHuTenbHas ATbTEpHAaTUBHBIN JUarHo3
OUIl
[Tnotuseni pubposz ¢ | [IpucyrcTByror dubpo3 ¢ [Mpusnaku apyrux UAUIT
HapyUICHUSIMHA HEKOTOpBIE HapyLICHUSMU (HampuMep, OTCYTCTBHE
apXUTEKTOHUKH IIPU3HAKN ApPXUTEKTOHUKHU ¢$ubpobracTuuecKux
JIETOYHOM TKaHH tunuyaoi OUII, i 6e3 HUX, ¢ (OKYCOB MJIH PBIXITBIN
(«coToBOE JIETKOE») | HO UX pU3HaAKaMu ¢ubpo3) Bo Bcex
BbIpaXEHHOCTh HE | marrepHa OUII Ouonrarax
MIO3BOJISET WJIM BTOPUYHOU
TOBOPHTH O OWUII, BrI3BaHHOM
tunaHort OUIT/ | npyrum
nio ¢$ubpoTuueckum
nu 3a0oeBaHNEM
Jerkux*
[IpenmytiecTBEHHO OTCYTCTBHE I'ucronornueckue
CyOImIeBpaIbHOE U IIPU3HAKOB IPU3HAKU APYTUX
napacenTaibHOe aIbTEPHATUBHOTO 3a0o0neBaHU
3a00JeBaHus (TUnepuyBCTBUTEIbHBIN
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pacripeneeHue ITHEBMOHMT,

¢hubpo3a JIAHTePTaHCOKJICTOYHBIN
THECTHOIIUTO3, CAPKOHI03,
nuMpaHTHOIEHOMIOMATO3)
Ouarossiii (pudpo3 NJIn Hekotopsie
MpPU3HAKU
tunnaHoit OUII,
HO TIPH ATOM
UMEIOTCS
MPU3HAKU
ATBTEPHATHBHOTO
3a0oneBaHus#H

CDI/I6pO6J'IaCTI/I‘leCKI/IC HaJIN4ue€ TOJIBKO

¢bokycs «COTOBOI'O
JIETKOT0»

OtcytcTBHE

IIPU3HAKOB

IbTEPHATHBHOTO

3a00seBaHus

Ilpumeyanus: * - I'paHynemMsbl, THATHHOBBIE MEMOpPAHBI (OTIMYAIONIHECS OT TAKOBBIX MPH
oboctpenuun MJID), BblpaxkeHHOE NEPUOPOHXHMATBLHOE paclpeneTeHie W3MEHEHHUH, Y4YacTKU
MHTEPCTULMAIBHOIO BOCMAJICHUs, HE CBA3aHHbIE C (UOPO30M, BBIPAKEHHBIH XPOHUUYECKUUN
¢buOpo3 MIIeBphI, OPTaHU3YIOMIASICS THEBMOHHS.

# - BocnamurenpHble KIETOYHbIE HWHQUIBTPAThl BHE 30H «COTOBOTO JIETKOTOM,
BbIpaXCHHasi JIUMQOUTHAS TUMEPIUIa3usd, B TOM YHCIE C BTOPUYHBIMH TE€PMHHATHBHBIMU
[EHTPaMH, YeTKOe NEpHOPOHXHAIBLHOE paclpele/ieHne W3MEHEHWH, B TOM 4HCIE C

pacrpocTpaHeHHON MTePUOPOHXHUOJIIPHON MeTaruIa3ue.

2.4.3. DYHKIMOHAJILHAS AUATHOCTHKA

Jlerounble (QyHKIHOHANBbHBIE TecThl Yy OOnbHBIX ¢ WMJI® OOBIYHO BBIABISAIOT
PECTPUKTHUBHBIC BEHTWIAIMOHHBIE HAPYIIEHUS C YMEHBIICHHEM JIETOYHBIX OOBEMOB U
camkeraneM DLco [48].

° Bcem nanueHTam C NJI1d pEKOMEHayEeTC BBIIIOJIHSTh HUCCIEeOOBaHNE

HECIIPOBOIMPOBAHHBIX AbIXATCIIBHBIX 00BEMOB U OTOKOB IJId YTOYHCHUA XapaKTepa U
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BBIPQXCHHOCTHU HAapYLICHH JIETOYHOM BEHTHJISALIUMY, & TAK’KE€ MOHUTOPHUPOBAHUS CKOPOCTH
nporpeccupoBanus NI [1].

YpoBenb yOeaurteqbHOCTH pekoMeHaauuii C (YypoBeHb [10CTOBEPHOCTH
JI0KAa3aTeJIbCTB 5)

KommenTapuu: 3uauenue popcuposarnnoti sxcuznennot emxocmu neekux (PKEJI)
0/l NPOCHO3A JIeMATbHOCMU 8 Nepuod NOCMAHO8KU OouacHo3a HUJID okonuamenvHo He
yemarosneno, ooHaxko cHudicenue @IKEJI ¢ abcontomuvix snavenusx na >10% 6 meuenue
12 mec. 6 npoyecce nabarooenus 3a OOIbHLIM CEUOEMENbCIEYENm 0 NPOcPecCUpO8aHUU
3a60/1e6aHUSA U ABNAEMCS CYPPOLAMHBIM MAPKEPOM pucka temanvHocmu [1].

Bcem mnamumentam ¢ UJI® pekomenmyercs uaMepeHue JAu(Py3HOHHON CIIOCOOHOCTH
JETKUX 10 MOHOOKcuay yriepona (DLco) nmns BeISBIICHUS HapyHICHHNA T'a3000MEHHOMN
¢ysakun nerkux [1].

YpoBenb yOeaurtesqbHOCTH pexkoMenaauuii C (YpoBeHb [T0CTOBEPHOCTH
JA0Ka3aTeJbCTB 5)

Kommenrapuu: Beruuuna DLCO <40 % om 0ondicHo20 3HaueHus 6 nepuoo

nocmanosxu UJI® sensemcs oocmosepuvim paxmopom pucka cmepmu [35]. Crudwcenue
DLco 6 abconomuvix snauenusx Ha >15% (napsoy co chuocenuem D@KEJI unu Oe3
maxo6o2o) 8 meuenue 12 mec 6 npoyecce Habn0OeHUus 3a OONbHLIM NPU OMCYMCMBUU
QAbMEPHAMUBHBIX NPUYUH  CEUOETENbCMBYem O NpOoSPeccuposanuu 3abonesanus U
ABNAEMCS CYPPOCAMHBIM MapKepom pucka remanvhocmu [1]. Ha pannux cmaousx UJID
Modcem ObImb BbIABNIEHO U30IUPOBAHHOe cHudiceHue DLco npu HOpMATbHLIX 1€20UHbIX
obvemax. Ilpozpeccupyrowee uzonuposannoe cHudicenue DLco npu monumopuposanuu
meuenus 3a001e8anus mpebdyem UCKIIOYEHUS NAMON0SUU TIe20UHBIX COCYO008, 8 Nepeyio
ouepeow, 1e2ouHoll eunepmensuu [49].
Bcem nanmentam ¢ MJI® pekoMeHyeTcs BBITOIHAT TECT ¢ 6-MUHYTHOU X0/160011 (6-MT)
JUIsl  OOBEKTHUBHOM OLEHKM UX (YHKIIMOHAIBHOIO COCTOSIHUSA, NOTPEOHOCTH B
KHCJIOPOIOTEPAIHH, OTIPEICIIEHUH MMPOTHO3a, a TAaKXKe OIeHKH () (HEKTUBHOCTH JIETOYHOM
peabunutanyu [1].

YpoBenb yOeautenbHocTH Ppexkomenaamuii C (ypoBeHb [10CTOBEPHOCTH
A0Ka3aTeJbCTB 5)

Kommenrtapuu: [lpoenocmuueckoe 3nauenue umerom HeCcKOIbKO napamempos 6-
MT: npotidennoe paccmosanue, decamypayus < 88% u ckopocms 60CCMAHOGIEHUS NYIbCA
no oxonyanuu mecma [50-52]. 6-MT no3zgonsem npoecHo3upo8ams 1emaibHOCMb O0IbHbIX

HIID, ooxcuoarowux mpancnaanmayuro neekux [53,54]. 6-MT ne noxazam Oonvhvim, y
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KOMOPbIX X00b0a TUMUMUPOBAHA OpY2UMU NPULUHAMU (Hanpumep, namoo2uel OnopHo-

ogueamenvbHo20 annapama,), u OO0IbHLIM ¢ NO30HUMU cmadusimu UJID [55].

2.5 nble AMATHOCTHYECKHE MCCAe0BAHNS

MuoronpodunbsHoe o6cyxaenue (MITIO) pekoMeHayeTCst MPOBOAMTH JIsl BCEX MAIlUEHTOB
c nogo3peruem Ha MJID ¢ nienbro moaTeepkaeHus auaraoza NJID u o0CyKaeHUs TAKTUKA
neuenus [17,24].

YpoBenb yoOenutTejqbHOCTH pexoMeHaanuii C (YpoBeHb Jd0CTOBEPHOCTH
A0Ka3aTeJabCTB 5)

KommenTapuu: MI10 neobxooumo écem b6onvhvim ¢ pubpomuueckumu MU3J1 ons
YCMAaHo8ieHus O0uazsHo3a, OnpeoeneHus NOMmpeOHOCmU 6 OUONCUU 1e2K020 U OpYeUx
OUACHOCMUYECKUX MEPONPUSMUSX, A MAaKxice 8bl00pa onmumanlbHou mepanuu. B cocmae
MHO2ONPOPUILHOU 2pYNNnbl  CREYUATUCIO8 OOJICHbL  0053aMeNbHO  8X00UMb  8PAY-
NYJIbMOHONO02, BPAY-PEHM2EHONI02 U 8PAY-NAMON020AHAMOM C ONbIMOM OUACHOCMUKU
H3JI, maxoice 603MOJCHO Yuacmue 6pava-peemamonoad, 6pada-npopnamonoeda, 6
OmOoenbHbIX cyuasx — epaua-zeHemura. Q06CysicoeHue Moxcem npo8oOUMbCsL € NOMOUbIO

menemeOuyuHCKou KomMmyHukayuu [24].

3. JleyeHne, BKJIKOYAS MeIUKAMEHTO3HYI0 H HEMEIUKAMEHTO3HYI0 Tepanum,
AMETOTEPANNI0, 00e300,1UBaHNE, MEAUIIUHCKHE IOKA3AHUS U

NMPOTHBOIIOKA3aHUA K IPUMCHCHUIO METO/A0B JICUCHUSA

3.1. KoncepBaTuBHOE JIeUeHHE

3.1.1. MeanukaMeHTO3HOE JeYeHue

B Hacrosee Bpemst MoHotepanus ' KC ne pexomennyercs mis nedenust MJID [56-60].
YpoBenb yOeaureabHocTH pexoMeHaanuii C (ypoBeHb /JA0CTOBEPHOCTH
A0Ka3aTeJbCTB 5)
Kommenrapuu: [lo oanubim pempocneKmusHuIX uUcciedo8anuti, MOHOmMepanus
T'KC He snusem na gvlocusaemocms donvHvix UJID [56,57]. Jnumenvnas mepanus I'KC
MOdHCEM CONPOBOAHCOAMBCS CePbe3HbIMU NOOOUHbIMU dhhexmamu [58,59,60].
B HacTosmee Bpems Teparus TpOTHBOOITYXOJICBBIMU IpernapaTaMu (IIMTOCTaTHKAMH ), KaK
B BHJIe MOHOTEpanuu, Tak u B komOuHaiuu ¢ 'KC, He pekomenmyercs s neaenust MJID
[2].

YpoBenb yOeautenbHocTH PpexkoMmenaamuii C (ypoBeHb [10CTOBEPHOCTH
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JI0KAa3aTeJbCTB 5)

Kommenrapuu: B nacmosawee eépems nem yOeOumenbHuiX 00KA3amenbcme oo
VAyYweHuu  evlycusaemocmu  oonvHulx  MJID, nomyyaswux npomugoonyxo.negvie
npenapamul (Yyumocmamuxu) (ananro2u azomucmozo unpuma. yukiogocpamuo** (Koo
ATX: LOIAAOI), opyeue ummynooenpeccanmol: azamuonpun™* (Koo ATX: L04AX01))
Kak 6 eude MoHomepanuu, max u npu xomounayuu c¢ I'KC [1]. Tepanus
NPOMUBOONYXONEBLIMU Npenapamamy (YUmocmamukam) MoxHcem COnpo8oNCOAMbCsl
pazsumuem cepbesHbiX N0OOUHbIX ¢ pexmos.

Monotepanuto aneruauctennom**  (Kom ATX: RO5SCB01) He pekomenmyercs
Ha3Ha4yaTh BceM 0onbHbIM MJID B pyTHHOM nopsiake [2,61].

YpoBenb yOeaurtesqbHOCTH pexkoMenaauuii C (YypoBeHb /[10CTOBEPHOCTH
A0Ka3aTeJbCTB 5)

Kommentapuu: Monomepanus ayemunyucmeurom** docmogepro ne ynyuwana
HU OOUH U3 3HAYUMBIX 051 DOIbHO2O nokazamelel, 8KIYas evidcusaemocms [62,63].
Tepanus ayemunyucmeunom™* mooicem oOvimov 3¢hghexkmuenoii y nayuenmog HJID c
ONpeoeneHHbIMU  2eHemuyecKuMu noaumopgusmamu  (Hanpumep, 11T cenomunom
TOLLIP), a makace y OONbHBbIX UHMEPCMUYUATLHOU NHEBMOHUE C aAYMOUMMYHHLIMU
nposignenusmu (npu Hanuuuu KT- wnu  eucmonocuyeckoco nammeprna OHII u
nonoxcumenvuvix AHA) [64].

KomOunupoBanHnas Tepanus AlEeTUIIIIUCTEUHOM ¥ a3aTHUONPUHOM** u
npennuzonoHom™** (Kox ATX: HO2AB06) («TpoliHas KoOMOMHAIMA») HE pEKOMEHIYETCS
st nedenus MO [2].

YpoBenb y0enutejqbHOCTH pexkoMmeHaanuii C; ypoBeHb JA0CTOBEPHOCTH
A0Ka3aTeNbCTB S.

KommenTapuu: Kombunuposannas mepanus nepopaibHbIM
ayemunyucmeunom **, azamuonpunom** u npeonusononom™** («mpotinas KomouHayus»)
He 0Ka3vleaem 3HAYUMO20 GIUAHUA HA (QYHKYUOHANbHBIE NOKA3amenu, 1emailbHOCmb U
yacmomy obocmpernuti UJI® [65,66].

AmOpuzentan** (Kog ATX: C02KX02) He pexomenayercs ans jeuenus HNIIO
HE3aBHCHUMO OT HaJINYMS Uiu oTcyTcTBHs Y HUX JII™ [2].
YpoBenb yoOeaurenabHocTH pexkoMeHaauuii C (ypoBeHb J10CTOBEPHOCTH

A0Ka3aTeJbCTB 5)
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Kommenrapuu: Eciu nayuenm c HUJ/I® u JII' npunumaem ambpuszenman™**,
Jleuenue OO0IHCHO OblMb NPEKPAUIeHO 8 CEA3U C NPOSPECCUPVIOWUM CHUNICEHUEM TIe20UHO

@yuxkyuu Ha pone mepanuu amopuzenmanom** y onvuvix UJIID [67]

Cwinenadpun  (Kog ATX: GO4BEO03), 6ozenran™** (Kom ATX: C02KXO01) wu
maruteHTan** (Kog ATX: C02KX04) ne pekomenayrotcst s nedenust UJID [2].

YpoBenb yoOeaurTeqabHocTH pexkoMeHaauuii C (ypoBeHb J0CTOBEPHOCTH
JI0KAa3aTeJIbCTB 5)

Kommenrapun: Cunoenagun, bozenman** u mayumenman** ne pexomenoyemcs
npumensams 0is nedenus UJID 6 ceasu ¢ omcymcmeuem NOLOHCUMENbHbIX KIUHUYECKUX
Pe3yIbmamos U 8blCOKOU Yacmomolu cepbesHblx nooounvlx 3¢gpexmos [2]. Cundenagun
MOdHCem UCNONb308aMbCsL Y 60abHbLIX UJID no Opyeum nokazanusm, makum KaK 1e20uHds.
cunepmeH3us iU opyaue 8apuanmel OUCHYHKYuU npagoeo dxceayoouka [2]. bozenman™*
u mayumeHnman ** ne 0Ka3vLIBAIOM NOJOHCUMENLHOLO GIUAHUS HA TIE20UHYIO 2EMOOUHAMUKY

y bonvrvix UJID oaxce npu nanuwuu JII' [2].

Bapdapun** (Kog ATX: BOIAAO3) e pexomennyercs st neuenus UIID [2].

Yposenb yOeaurenbHocTH Ppexkomenaauuii C (ypoBeHb [10CTOBEPHOCTH
JA0Ka3aTeJbCTB 5)

Kommenrapuu: [lpumenenue nepopanvrioco eapgapuna™* ona nevenus HUJID
CBA3AHO C NOBblIUEHUEM PUCKA TemalbHo20 ucxoda [68] Ilpu nanuyuu y 6onvnoco UJID
NOKA3aHULL K AHMUKOA2YIAHMHOU mepanuu, Hanpumep, mpomoo3a 2iyO0Kux 6eH 20J1eHu,
MepyamenvHoUu — apummuu,  8apgapur  Modcem  UCHONb308AMbCA 6  Kauecmee
AHMUKOARYNIAHMA 8 COOMBEMCMEUU C CYUWECMBYIOWUMU KTUHUYECKUMU PEKOMEHOAYUAMU
0118 Jedenus smux 3abonesanuu. [lannas pexomeHnOayus He pacnpoCmMpaHsemcs Ha

npumeneHue Opy2ux aHmuKoa2yisIHmo8, HA3HaA4aemolx no OpyeuUM noKasaHuam [2].

Wurubutopsl MPOTOHHOTO HAcoca PEKOMEHAYIOTCs B JedeHuu OonbpHBIX WJID mpu
HaJIMYWUH KIUHIYecku 3Haunmoro ['OP [69, 70].

YpoBenb yOeautenbHocTH Ppexkomenaamuii C (ypoBeHb [10CTOBEPHOCTH
A0KAa3aTeJNbCTB 5)

KommenTapuu: B psoe uccieoosanuii ycmanosnieno, 4mo 000asieHue Kk mepanuu
HIID uneubumopos npomomnnoco nacoca noswviuiaem DKEJI, cruxcaem wacmomy
obocmpenutl [69] u ynyuwaem evixcusaemocmsv oOoavHvix HIJID [70]. bonvhoie,
noayuarowue nuppenudon** (Koo ATX: LO4AX05), He O00adcHbl  J1eyumvcs

omenpazonom™** (Koo ATX: A02BC0I1) 6s8udy HedxceramenpHo2o aeKapCmMeeHHO20
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83AUMOOeCMBUs, 8 MO 8peMs KaK opyaue UHSUOUMOPbL NPOMOHHO20 HACOCA MO2YM
UCNONIBL308AMbCSE OOHOBPEMEHHO ¢ nupgernudonom ** [70].

Bcem 60nbpHBIM MJI® pexomeHayeTcs jgeueHue NpOTHUBOOINYXOJEBbIMU IIpernapaTaMu U
JPyTUMH  HMMMYHOAENpeccaHTaMu  (aHTU(GUOPOTHYECKUMH  Ipermaparamu) — —
HUHTeIaHNOOM™** i mupdenugonom™* [71].

YpoBeHb yOeauTeIbLHOCTH PpexkoMeHaanuii B (ypoBeHb 10CTOBEpHOCTH
aoKa3zareabCeTB 1)

Kommentapuu: B nacmoswee epems KiuHuueckas 3@@ekmuenocms 6 jeyeHuu
HJID ooxazana moavko 0 08YX npenapamos, 3apecucmpuposanuvix 6 Poccutickou
Deoepayuu: nunmeoanudba** (Koo ATX: LOIXE3l) u nupgenuoona** (Koo ATX:
L04A4X05).

Tepanus nunmeoanubom™* unu nupghenuoonom™* nozeonsem 3zamopmosums
ckopocmub cHudxcenusi PXKEJI, ymenvuwums puck obocmpenuti UJI® u puck remanvnozo
ucxooa [72,73]. Iloxasana cxoonas sghghexmusrnocms nunmeoanuba™** u nupgpenuoona™*
¥V 60IbHBIX ¢ pa3HOU MANCecmbio QyHKYUOHaNbHbIX HapyweHutl [77,84]. [lockonbky yenvio
JleyeHus A61emcs 3ameodleHue npocpeccupo8anus 3a00.1e8anus, OIUMENbHOCTb IeYeHUs
He onpedenena [69].

B xnunuueckux uccnedosanusix 2-3 ¢pazvl, npenapam Hummeoanud** nokazan
cHUdcenue yacmomol obocmpenuti Ha 47% [77], cpeouss eviorcueaemocnms y nayuenmos,
noayyasuwux HUHmMeoanuob** na ochoge pacnpeoenenus Betibyna, cocmaeuna 11,6 (95%
U 9,6 - 14,1) nem [72]. B uccnedosanusx mpemveil ¢hazvl HunmeoaHuo** 0Obvin
uccneoogan y nayuenmog ¢ BPKT-nammepnom eeposmmuoii OUII 6e3 xupypeuyeckotl
ouoncuu nézxoco, ¢ OIKEJI >90% 00ndicH., ¢ HOPMATLHLIMU 3HAYEHUAMU COOMHOUEHUS

ODBI1/DKEJI, a maxace y nayuenmos cmapuie 80 nem [83].

Pexomenaanuu 1o MCNoOIb30BAHUIO PA3HBIX I'PYIII JEKAPCTBEHHBIX CPEJICTB B TEPAUHU

NJI® cymmupoBansl B Tabauiie 4.

Ta6auna 4. Pexomenanuu no gpapmakosorudeckoit repanuu NJID

Tepanus He Tepanus
He Ha3nauats Tepanus BO3MOXKHA

PEKOMEHI0BaHa PEKOMEHI0BaHa
Azatuonpun®* + I'KC AnTHpedIIOKCHAs Hunrenanu6o**

kK

IPEHU30IOH™™ + L{urocTaTuky Teparms [updenumon™*
Auerunmucreny** ook

bosenran
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(«TpoitHas Manurtenran™*
KOMOWHAIIHS) Cunnenabun
ksk
Bapdapun ameTuiInucTeny* *
AMOpu3eHTan™**
. Benenne Oonpubpix WJID ¢ XpOHMYECKUM KaluleM PEKOMEHAYETCS OCYIIECTBISATH IO

IPUHLIMIIAM, IPUHATHIM JUIsl BEACHUS APYTUX OOJBbHBIX C XPOHUYECKUM KauuieM [85].
YpoBenb yOeaureabHocTH pexkoMeHaanuii C (ypoBeHb /10CTOBEPHOCTH
JI0KAa3aTeJIbCTB J)
e V Oonpubix MII® ¢ XpoHMUECKMM KallleM HHTUOUTOPHl MPOTOHHOTO Hacoca
PEKOMEHyeTCsl Ha3HayaTh TOJIbKO npu Hamuuuu ['IP [85].
Ypoenb yoOeautenbHocTH Ppexkomenaamui C (ypoBeHb [0CTOBEPHOCTH
A0Ka3aTeJbCTB 5)

o BonbHBIM € XpOHMYECKHMM Kamwiem, pedpakTepHbIM K CTaHIAPTHOW Tepanuu W
HapyIIAIOMIAM TTOBCEIHEBHYIO aKTUBHOCTh OOJBHOTO, NpU HEIP(HEKTUBHOCTH APYTUX
METOJIOB JICUEHUS PEKOMEHJIyeTCsl Ha3HAUeHHE OIMOMIHBIX aHaJbI'€TUKOB B paMKax
NaJyTMaTUBHOM oMoy [84].

YpoBenb yoOeaureabHocTH pexkoMmenaanuii C (ypoBeHb /10CTOBEPHOCTH
A0Ka3aTeJbCTB 5)

Kommenrapuu: [lpu nasnauenuu onuououvlx amaibeemukos mpebyemcs
mujamenvHas oyenka 3¢ghekmusHocmu u nod6ouHsIX 3¢hghexmos uepes 1 Hedenro neyeHusn
U 3amem exceMecauHo 8 nepuood ux ucnov3osanus [85].

Metoael Tepanuu oboctpenuss MJI® ¢ pokasaHHONW 3(Q(EKTUBHOCTBIO, BKIIOYas

[JIIOKOKOPTUKOCTEPOHIHBIE JIEKAPCTBEHHBIE CPEJICTBA, OTCYTCTBYIOT. B CBSI3M ¢ 3TUM HacrosIiee

BpeMsl HEBO3MOYXKHO IPEOCTAaBUTh ClelU(UUIECKUe PEKOMEHIAUN O 033X, IyTH BBEACHUS U

muatensHocTy Tepanuu 'KC nmubo npyruMu jgekapcTBEHHBIMM NpernapaTaMu MpH 000CTPEeHUH

W1 [69].

3.1.2. HemeaukaMeHTO3HOE JIeUeHHe

JlnntenpHadg kuciaopomorepanus (JIKT)

. [Manuentam ¢ MJI®D u KIMHUYECKH 3HAUUMOW TrHNOKceMuen B mokoe (mpu SpO2 meHee
88% B IIOKOE NpH JbIXaHUM KOMHATHBIM BO3/1yX0M) pekoMmeHayercs nposeaenue JIKT [1].
YpoBenb yOeautenbHocTH Ppexkomenaamuii C (ypoBeHb [10CTOBEPHOCTH

A0Ka3aTeJbCTB 5)
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KommenTapuu: Kocsennvie ookazamenvcmea o noavse KT npu UJID ocnosarwi
Ha OAHHBIX, NOJIYUEHHBIX ONisl OONLHLIX XPOHUUECKOU 0OCMPYKMUBHOU OO0NE3HbIO JIe2KUX
(XODbJI). Ananocuuno 6onvuvim ¢ XObBJI, npu nasumauenuu /KT 6ononvim HUIID ee
ONIUMENLHOCMb Q0JIICHA COCMABIsimb He MeHee 15-17 uacos 6 cymku, 6Kaouas nepuoo
HouHOo20 cHa [86,87].

HeunBaszuBHas BCHTUJIANIWA JICTKHUX

[Ipumenenue HemHBa3uBHOM BeHTWIsAIUK Jierkux (HBJI) ¢ monoxuTenbHbIM JaBIeHUEM
Ha BJI0OX€ peKOMeHayeTcs y nanuueHToB ¢ MJI® u runepkanHueit BO BpeMs CTalluOHApPHON
JeroyHor peabunuranuu [69], a Takke y OONBHBIX C OCTPOM ABIXATEIHHOU
HepoctatouHocThio (O1H) Ha done oboctpenus NIID [88].

YpoBenb yOenureabHocTH pexkoMmeHaanuii C (ypoBeHb J0CTOBEPHOCTH
A0Ka3aTeJbCTB 5)

Kommenrtapuu: HBJI ¢ nonoscumensuvim 0agienuem Ha 800Xxe 80 8pems HOUHO20
cHa y oonvHvix ¢ M3JI, exnouas UJID, u eunepkanuueil yayyuiana nepeHOCUMOCHb
Quszuneckotl Hazpy3Ku u Kkavecmao dxcusHu [89].

Tonosicumenvuwiii 3¢pghexm 6 uode crudxcenus nemanvrnocmu om OHH u pucka
unmybayuu ObL1 docmueHym y Hebobui020 yucia (44 - 45%) oonvusix, xoms omcymcemeue
HBJI ne enusno na npoenos ymepuiux 6oavhvix [88].

UckyccrBennas seaTwaims gerkux (MUBJI)

bonbummHcTBy OonbHbIX MJID He pekomenayercs nposeneHue MBJI 3a uckitoueHuem
CJIy4aeB, KOT/ia INIAaHUPYETCs MPOBEIEHNE TPAHCIUTAHTAINH JIeTKuX [1].

YpoBenb yoOeaureabHocTH pexoMeHaanuii C (ypoBeHb /10CTOBEPHOCTH
A0Ka3aTeJNbCTB 5)

Kommenrapun: Onyoauxkosano Heckonivbko Hebonvuiux uccieooganui MBJI y
oonbHbix ¢ UJID u OvixamenvHol HeOOCMAmMOUHOCMbIO, 80 BCeX NOJYYeHAd BblCOKAS
sHympubonvHuynas — aemanvHocmos  [90-92], xomsa  uccredosamusi Hecau  Puck

cucmemamu4eckux ouubox.

3.2. Xupypruueckoe jJe4eHmue

TpaHcILIaHTAIUS JIETKHUX

[Tarimentam ¢ WJI® mnpu Hamudum COOTBETCTBYROIMX mokazanuii (Tabm. 95)
PEKOMEH TyeTCsI MPOBEICHNE TPAHCIUTAHTAIINY JIeTKUX [93].
YpoBenb yOeauTtesqibHOCTH pexkoMenaanuii C; ypoBeHb [10CTOBEPHOCTH

J0KA3aTeJLCTB 4.
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KomMenTapuu: B omoenbHblx UCCIe008aHUAX NOKA3AHO CHUMCEHUE DUCKA
JIeMAnIbHO20 UCX00a 8 mevenue 5 jem nocie mpawcniaumayuu y 6oavhvix UJID [93],
00HAKO MOYHbBLE OAHHbIE O HAUDOIee ONMUMATLHOM BPEMEHU MPAHCHAAHMAYUY NPU DTOM
sabonesanuu omcymcemsyrom [69]. B cucmemamuueckom o0630pe 54 uccredosanui
nokaszana 6o.iee XOpowidsi 8bIHCUBAEMOCMb NOCIe MPAHCHIAHMAYUY 000UX Ne2KUXx no
CPABHEeHUI0 ¢ MPAHCNIAHmMAayueli 00HO20 1e2K020, OOHAKO MU Pe3yIbmambvl MO2Ym Oblmb
C8A3aHbI ¢ 0COOeHHOCmAMU 0mOopa 001bHbIX O 00HO- JUO0  08YCMOPOHHEL
mpancnaaumayuu neekux [93].

Tabauua S. [lokasanus k TpancrianTanuu Jierkux npu UJID [69].

Mopdonornueckuit unu KT-natrepn OUII mittoc oauH U3 MPU3HAKOB:
* DLco nuxe 40% OT AOKHBIX BETUYHH

* Camxenue @XKEJI Ha 10% u 6onee B TeueHue 6 mec HaOIOAEHUS

* CHuxkenue SpO; Huxe 88% Bo Bpems 6-MT.

* «CotoBoe nerkoe» Ha BPKT (> 2 6amnos no mkaine ¢pudposa).

4. MenunuHCcKasi peaduIuTaAlMs U CAHATOPHO-KYPOPTHOE JieYeHHue,
MEINIMNHCKHUEC ITIOKA3aAHUA U IIPOTUBONIOKA3AHUA K IPUMECHCHUIO METO/10B
MCHHHHHCKOﬁ peaﬁmlnTaunn, B TOM YHUCJI€ OCHOBAHHBIX HA UCIIOJIB30BaAaHUH
NPUPOJHBIX Je4eOHbIX (PAKTOPOB
. Bcem namuentam ¢ MJID pekoMeH1yeTcsi TPOBOIUTH JIETOYHYIO peaduINTaIUI0, 00heM

KOTOPOM omnpenensercs TSKECTbIO COCTOSIHUS 00JbHOTO [94].
YpoBenb yOeauTeJbHOCTHM pexkoMeHaanuii B (ypoBeHb JocTOBepHOCTH
A0KA3aTeJNbCTB 2)
Kommenrapumn: Jlecounas peabunumayus 6onvusix ¢ MJID dondwcna exniouams aspodnvie
MPEHUPOBKU CKENIeMHOU U ObIXAMENbHOU MYCKYIamypbl, 00pazosanue OO0NbHbIX, KOPPEKYUo
HYMPUMUBHO20 CIAMYCA U NCUXOJIO2UYECKYIO NOMOWb. DM Mepbl MO2YN YMEHbUIUMb 0ObIUIKY,

Yiayuuiums nepeHocumocnitob NOBCEOHEBHbIX ¢u3ult€Clelx HAZCPY30K U KA4ecmeo JHCU3HU HE3A6UCUMO

om msdicecmu YYHKYUOHATbHBIX HapyueHutl [94].

5. IIpodpunakTuka u AMCNAHCEPHOE HAOIIOIeHNE, MEeIMIIUHCKHE MIOKA3AHUS U

NMPOTHBOIIOKA3aHUA K IPUMCHCHHUIO METO/10B leO(l)I/IJ]aKTHKI/I
Ha6monenne 3a OonbHbiMuH NJID HEoOX0AMMO Uil aKTUBHOTO BBISIBICHHUS CIy4yacB

MMpOorpeCCUpPyromero TCUCHUA 3a60J’IeBaHI/I}I, JJId OOCHKKW AWMHAMHUMKH CHMIITOMOB W BBISABJIICHHA

OCJIOXKHEHUH Tepanuu [1].
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° Bcem mammentam ¢ WJI® pexomenmyercs wusmepsath DOXEJI w DLco s
MOHHUTOPUPOBAHMS TEYEHHs 3a00JeBaHUS B IIOBCETHEBHOW BpaueOHOW MpPaKTUKE C
uHTepBajoM B 3 — 6 mec [1].

YpoBenb yOeaurtesqbHOCTH pexkoMenaauuii C (YpoBeHb [J0CTOBEPHOCTH
JI0KAa3aTeJIbCTB J)

KomMeHnTapuu: B  HecKOIbKUX KO2OPMHBIX — KIUHUYECKUX — UCCAEeO08AHUIX
nOOmMEepxHCOeHo, umo CHudiceHue abdcomomuuvix 3uavenuu DOKEJ na 10% (c
00HOB8pemeHHbIM cHudcenuem DLco unu 6e3) nubo cHudcenue abCcomOmMHuIX 3HAYEHUL
DLco na 15% (c oonospemenuvim crudicenuem OIKEJI unu 6e3) asnsaemcsa cyppocamubvim
MapKepoMm JIemaibHOCmu U, HNpu OMCYmcmeuu Opyeux o0OBACHeHUll, MapKepom
npoepeccuposanus 3abonesanus [35,95]. [lpoepeccuposanue 6onesnu maxoice modxicem
ompadxxcamv meHvuwee (Ha 5-10%), no neyknonnoe chusxcenue PKEJI [96].

. [Ipu xaxaom nocemnieHuu 6oapHOTO MJID pexomeHnayeTcs: OlleHUBaTh OKCUTCHAIUIO B
MOKOE C TTOMOIIBIO IMyJIbcokcumerpa [1].

YpoBenb yoOeautenbHocTH Ppexkomenaamuii C (ypoBeHb [J0CTOBEPHOCTH
J0KAa3aTeJIbCTB 5)

Kommenrapuu: Okcucenayus ¢ NOMOWDbIO  NYIbCOKCUMEMPA  OO0IHCHA
OYEHUBAMBCA 8 NOKOE U NPU (PUULECKOU HazpY3Ke Y 8CeX OObHbIX GHE 3A8UCUMOCTU OM
CUMNMOMO8, OJisl BblAGleHUs nompeOHocmu 6 Kuciopooomepanuu. Taxue uzmepeHus
cedyem 8bINOIHAMb UCXOOHO U Yepe3 Kadxicovle 3—6 Mec. HAON00eHUs.

o [Tpu OpICTPOM YXYAIICHUH PECTTUPATOPHBIX CUMITTOMOB CIIEAYET UCKIIOYUTH 000CTpEHHE
NJI® u npyrue Bo3MoxkHbIE TpUUnHBL, Hanpumep TOJIA, mHEBMOTOpaKe, peCIMPAaTOPHYIO
uHpexuto, acnupanuto [1].

YpoBensb yOeaurteqbHOCTH pexkoMenaauuii C (YpoBeHb [T0CTOBEPHOCTH
A0Ka3aTeJbCTB 5)

Kommenrapun: V 6onvnvix HJI® mozym pazeusamscsi maxue conymcmesyoujue
cocmosinus, kax JII', TOJIA, pax neekoeo, UBC, komopvie 61usilom HA GbIHCUBAEMOCHID.
Oounaxo ponb pymuHHo20 CKpUHUHA 015 OUACHOCIUKU YMUX COCMOSAHULL U 3a001e8aHULL )
oonvHvix UJID (nanpumep, edxcecoonas BPKT 0ns panneti OuasHoCmMuKy paxa 1eekozo) He

Uusydera.

6. Opranusanus oka3aHusi MeJIUIUHCKOH MOMOIIH
[InanoBoe Benmenue OompHOro ¢ MJID ocymecTBiseTCsS B YCIOBHUSX MEPBHYHOM
CHeIMalN3UPOBaHHOHN (aMOyIaTOPHON ) MEAUIIMHCKON TTOMOIIIH.
[Tokazanus 1715 rocnUTaIu3aluy B MEAUIIMHCKYIO OPraHU3aluIo:
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1) nnaHoBasi TOCHUTANIN3ALNS B CTAllMOHAP OCYLIECTBIISECTCS JUIsl TOATBEP)KICHUS TUarHo3a
NJI® (BpInoOIHEHHE XUPYPrUUECKON OMOIICUH JIETKOTO0);

2) SKCTpeHHas TOCHHUTAIM3alMsi B CTallMOHAP OCYyIIECTBIsieTcss mpu oboctpenuun WIID
(HapacTaHMe OJIBIILIKH, YXyALICHINE OKCUTeHALIUN ) TUO0 TpU pa3BUTUH ocioxHenuit NJID
(TBJIA, ocTpas nH(MEKIUS HUKHUX JBIXaTeIbHBIX ITyTEH ).

[Toka3aHus K BBIMHMCKE MAIIMEHTA U3 MEAUIIMHCKOM OpraHu3aluu:
1) crabmm3anus KIMHUYECKOT'O COCTOSHUS,
2) caTypauus KpOBH KHCIOPOJOM He Hibke 93% B IOKO€ U AbIXaHUH KOMHATHBIM BO3/1yXOM

WK Ha (hOHE KUCIOPOAOTEPAIIUH.

7. JonoHuTeIbHAA HH(POpMalus (B TOM YHc/ie (PAKTOPbI, BJIUSIONIAE HA

HUCXO0/1 3200J1eBAHUSIUJIN COCTOSIHUSA)
B cuy Bo3pacta - 60 siet u crapiie — y 6omapHbIx MJI® yacTo mMEroTcss MHOTOUHCIIEHHBIE
COITyTCTBYIOIIIME 3a00JICBaHMUs, OCTIOXKHSIOIINE TeueHue U JieueHue MJI®D u HeraTHBHO BIUSIONINE

Ha IIPOTrHO3.

Pak Jjerkoro

Y 12-14% O6onpubix WJID paszBuBaercs mnepudepuyeckuii pak JIETKOro, 4varie
aJICHOKApIIMHOMA, TUIOCKOKIJIETOYHBIA U MEJIKOKJIETOUHBIHN pak [97,98]. OTu 3a00neBaHusl UMEIOT
oOmre (pakTopsl prcka U MaTOreHeTHYecKrue MexaHnu3Mbl. OJTHAKO B CUITy HEBBICOKON 4acTOTHI
TaKOT0 COYETaHMS JI0Ka3aTenbHas nHpopMaius 1o JeueHuto NJID B coueTannu ¢ pakom JIETKOTO
oTcyTcTBYyeT. B TO e Bpems coueranue MJID ¢ pakoM JIErkoro 3HaAYMTENBHO MOBBIIIAET PUCK

JIETaNbHOTO MCcX0/1a TIo cpaBHeHHIO ¢ OonbHbIME UJID Ge3 paka nerkoro [99].

Jlerounasi runiepTeH3us

JII' - noBeiieHue cplJIA > 25 MM pT.CT. 110 aHHBIM KaTeTepU3alluu MPaBbIX KaMmep
cepaua - HambOosee yactoe ocioxkHeHue MJI® (20 - 84 %, mo naHHBIM pa3HBIX aBTOPOB).
®opmuposanue JII' BeeT K yCHICHHIO OABIINIKH, CHIPKEHHIO (PM3MUECKUX PE3epBOB MALUEHTA,
MOBBIIIAET PUCK JIETaIbHOrO Ucxoza [1].

. bonbmmucTBy 60npHBIX WJI® ¢ JII' He pekoMeHayeTcss Ha3HaueHUE CIEUU(PUUECKUX
npenapatoB Juist JiedeHus JII, ogHaKo y OTIENbHBIX OOJIBHBIX Takas Tepamus MOXKET
YIIYYIIUTh JIETOYHYIO T€MOJIMHAMUKY U IEPEHOCUMOCTD (pr3nueckoi Harpy3ku [1].

YpoBenb yoOeaurenbHocTH pexkoMeHgauuii C (ypoBeHb JI0CTOBEPHOCTH

A0Ka3aTeJNbCTB 5)
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KommenTapuu: B yerom, naubonee obocHosanHvim memooom mepanuu JII" npu
3a6071€8aAHUAX 1€2KUX OCMAEMCsl OTUMENbHASL KUCIOPOOOMEPanus 6 OOMAULHUX VCI0BUSIX.
V' 6orvuvix ¢ msoicenon JII' (cpJIA > 35 mm pm.cm.), noomeepicoeHHou npu
Kamemepusayuu npasvlx 0moeio8 cepoyd, 603MOAICHA NPOOHASL Mepanust CULOEHADUIOM,
KOMOPbIU MOXMCem YIYUUUMb N1e20UHYI0 2eMOOUHAMUKY U NePEeHOCUMOCMb (Pu3uyecKoll
Hacpysxku 6e3 yxyowenus okcueenayuu [100-102]. Takoce ecmv omoenvhvie OaHuble O
noaodcumenvublx d¢hghexmax uneanayuonnoeo uronpocma (Koo ATX: BOIACI1) [103] u

bozenmana [104]. Heobxooumvl cneyuanbhvie KIUHUYECKUE UCCIEO08AHUS NO Mepanuu

JII'y 6onbhvix UJ1D.

I'acTpo3d3odareanbHblii pedarokc

I'DP compoBoxgaercss MHUKpOACIHUpAIMENd IKEITYJOUYHOTO COACPKUMOIO U  MOXKET

pacCMaTpuBaTLCA KaK TPUITCP AJIbBCOJIIPHOI'O IOBPCIKACHUSA U ¢)aKTop, yxyz[ma}oumﬁ TCUCHHUC

NJI®, ogqnako HEpEaKO MPOTEKAaeT OECCUMITTOMHO.

BonbmuHcTBY 6016HBIX NJID ¢ 6eccumnToMubIM [ DP pexoMeHIyeTCsl MEIMKaMEHTO3HOE
nedenue ['OP, xoTa y oTAenbHBIX OOJIBHBIX OHO HelenecooopasHo [1].

YpoBenb yoOeaureabHocTH pexoMeHaanuii C (ypoBeHb /10CTOBEPHOCTH
JA0Ka3aTeJbCTBS)
bonbueiM NJI® ¢ I'OP pexkomeHnnoBanbl MoauduKkanus odpasa >KU3HU (IpUeM MajbIX
MOPIUH MUIIH, TTOJHEM TOJIOBHOTO KOHIIa KPOBATH), a MPH KIMHUYECKH 3HaYUMoM [ OP,
HE KOHTPOJIMPYEMOM MEIUKAMEHTO3HOW Tepamueil, 1 OOBEKTUBHOM TMOJATBEPKICHUH
TSDKETIOT0 KUCToTo peduirokca pekomenayercs pynaormukamums [ 105].

YpoBenb yoOeaureabHocTH pexoMeHaanuii C (ypoBeHb /10CTOBEPHOCTH
A0Ka3aTeJNbCTB 5)

Kommentapun: Onyoaukoganvl 00Kazamenibcmea mozo, 4mo MeouKamenmosHoe
unu xupypeuuecxkoe nedenue I'IP nozgonsem cmadunuzuposamv @QYHKYuio J1e2Kux u
sameonumsv npoepeccuposarue UJID [105-108]. Dynoonauxayus sxcenyoka no Hucceny,
KOmMopas, ymeHvliaem Kak KUCIOMHbIU peqhuroKe, maxk U HeKUCIOMHbIU peqhuiokc u
MUKpoacnupayuio, yiyuuaem gvidcusaemocms nayuenmos UJI® [109]. Moouguxayus
00pasa dHcusHu (npuem MAarvlX nOpyull RUWU, NOObEM 20J106H020 KOHYA Kpogamu u op.)

ABAAIOMCSL ONPABOAHHBIMU peKoMeHOayusamu 0 nayuenmog UJID ¢ cumnmomamu I'OP

[105].

O0cTpykTHBHOE anmHo) cHa (OAC)
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VY 20 — 68% GonbubIx MJI® BeTpeuaetcss OAC, onpenenseMoe Kak yBeIUYeHHE UHIEKCa

amHO3-TUITONHO? > 15 snu30108B B yac [110]. Conpsokennas ¢ OAC runoBeHTHIIAIUS YCYTYOIIseT

runokcemuro u JII' [111].

Bcem GonpabiM UJID pexkoMeHayeTcss MPOBOIUTHL CKPUHUHI HOYHOW JecaTypaiuud ¢
nocaenytomen nuarnoctukon OAC [111].

YpoBenb yoOeaurTeqabHocTH pexkoMeHaauui C (ypoBeHb J0CTOBEPHOCTH
J0KAa3aTeJbCTB 5)
bonpubiM NJID ¢ HOYHOM fecaTypanueld peKOMEHAYETCs Ha3HAYEHUE KUCIOPOAOTEPaIlIuU
BO BpEMsI HOUHOI'O CHA B KQ4eCTBE NaJUIMaTUBHOTO JieueHus [110].

YpoBenb yoOeautenbHocTH PpexkoMenaanuii C (ypoBeHb [10CTOBEPHOCTH
J0KAa3aTeJIbCTB 5)

Kommenrapun: /Juacnocmuxa OAC y 6onvusix UJID cnosicna, max kax OHesHas
COHAUBOCMb U C1ADOCMb Xapakmephvl 01 000ux cocmoanuu. B mo oice epems Hounas
oecamypayus ecmpedaemcsa npu HJIID odocmamouno uacmo. Illo pesynomamam
eounuynwix uccnedosanuti, CPAP-mepanus y 6ononvix UJID ynyywaem xauecmeo iHcusHu,

00HAKO He eusem Ha temaiviocmo. [111].

KpHTepI/II/I OIICHKHU KaYeCTBa MeIII/IHI/IHCKOﬁ IOMOIIH

Kon/xoanl mo MKB-10: J 84.1

Ne n/n Kpurepun xauectsa

OrueHka

BBIITOJIHCHU L

BrinonHena koMiploTepHas Tomorpadusi opraHoB rpyiHoi kinetku | la/Her

BrIinonHeHo uccienoBaHue cepoIOTHYECKUX MapKEPOB CUCTEMHBIX
peBMaThuecKux 3aboneBanuii (uccaenoBanue yposus C-
peaktuBHOTrO 6enka (CPB) B kpoBH, onpeenenre coaepanus
aHTUTEJ K UKINYeCKOMY HuTpynuHoBoMmy nentuay (antu-CCP) B | Jla/Her
KPOBH, OIpeJIeJIeHUE CoJlepKaHusl peBMaTouiHoro ¢akropa (PD) B
KpOBH, OIIPEJIEIICHUE COJIepKaHusl aHTUHYKJIeapHbIX aHTuTel (AHA)

B KPOBH MPU NEPBUYHON TUATHOCTHKE)

IIpoBeneHa myIbCOKCUMETPUS Ja/Het

[IpoBeneHo nccnenoBaHNE HECTIPOBOIIMPOBAHHBIX ABIXaTEIbHBIX
Jla/Het
00BEMOB M ITOTOKOB

BoinosnHeH 6-MUHYTHBIN TECT Ha/Het
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IIpoBenena nnurenpHas kuciaoponorepanus (npu SpO2 menee 88%

B IIOKOC IMPH JAbIXaHWUW KOMHATHBIM BOSHYXOM)

Nla/Her

Brinonnena pekoMenaanys Ha3HauYeHUs] aHTUPUOPOTUUECKON

TCpalnunu

Jla/Het
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Konduukrt narepecos:
Hukto u3 uneHoB paboueld rpynmbl HE MMEET KOH(IIMKTa WHTEPECOB, CBS3AHHOTO C

pa3pabOTKOI U BHEPEHNEM B KIMHUYECKYIO IPAKTUKY JaHHBIX KIMHUYECKUX PEKOMEHIAlNM.
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Ipunoxenue A2. MeTo0s10rusi pa3padoTKu KIMHUYECKUX PEKOMeH Al i

MeToabl, HCIIOJIb30BAHHBIE ISl COOpa/cesIeKIIMU 10KA3aTeJIbCTB:
MTOMCK B JIEKTPOHHBIX 0a3ax JTaHHBIX.
Onucanue MeTO10B, HCNIOJb30BAHHBIX /IS cOOpa/ce/IeKIINH 10KA3aTeIbCTB:

JI0Ka3aTenbHOM 0a30if AJi pPEeKOMEHJAIM SBJSIOTCS MyONMKanuy, BOIICIIINE B

KokpanoBckyto 6ubnmoreky, 6a3sl 1anubix EMBASE u MEDLINE. ['myOGuna moucka cocrassiia

10 ner.

MeTobl, HCIOJIb30BAHHBIE IS OLEHKH KA4eCTBA M CHJIbI JIOKA3aTeJIbCTB:
o KoHceHcyc dKCrepToB;

. OneHka 3HaYUMOCTU B COOTBETCTBUM C PEUTUHIOBOM CXEMOIA.

IleaeBasi avIMTOPHUA JAHHBIX KIMHHYECKHX PEKOMEHIAIIMIA:

1. Bpaun-TepaneBTbl

2. Bpauu o01i1eii nmpakTHKHU (CEMEHHbIC Bpayun)
3. Bpauu-nmynsMoHoJI0TH

4. Bpaun-peHTreHoy10ru

5. Bpaun-naronoroaHatoMbl

6. Bpauu 1o MeIMIIMHCKOM peaOuInuTaun

Tabauua 1. lkana onieHKr ypoBHEH qocTOBepHOCTH MoKazaTenbeTB (Y A1) mist meTonoB

JUAarHOCTUKHU (I[I/IaFHOCTI/IT-IGCKI/IX BMCHIaTeJ'II)CTB)

YA Pacimiugpposka

1 Cuctematnueckue 0030pbl HCCIEIOBAaHUN C KOHTPOJIEeM pedepeHCHBIM METOAO0M HIIU
CHCTEMaTHUECKHI 0630p PaHAOMU3UPOBAHHBIX KIIMHUYCCKUX I/ICCHGI[OBaHI/Iﬁ C
IMPUMCHCHUCM MCTa-aHAJIN3a

2 OTtnenpHBIE KCCIIEIOBAaHUS C KOHTPOJEM pedepeHCHBIM METOJOM WM OTIENIbHbIE
PAaHAOMH3UPOBAHHBIC KIIMHHUYCCKUC HMCCICAOBAHUA W CHUCTEMATUUYCCKUC O630pI>I
UCClieIoBaHUM  Jro0oro  AM3aiiHa, 3a  HMCKIIOYEHHEM  PaHJIOMHM3MPOBAHHBIX
KJIIMHUYECKUX UCCIIEOBaHNM, C IPUMEHEHUEM METa-aHaIN3a

3 HccnenoBanust 06e3 TMOCIENOBATEIBHOTO KOHTPOJS pedepeHCHBIM METOAOM WU
HUCCJIICAOBAHUA C pe(bepeHCHBIM METOJAO0OM, HE ABIAOINMUMCA HE3aBHCHMBIM OT
HCCIIETyeMOro METO/1a UJIM HEPaHIOMU3UPOBAHHbIE CPABHUTEIbHBIE NCCIIEIOBAHMS, B
TOM YHUCJIC KOT'OPTHBIC UCCIICAOBAHUA

4 HeCpaBHI/ITeHBHBIe HCCIICOO0BAaHNUA, OITMCAHNE KIIMHUYECKOTO CiIy4das

5 Nwmeercs nuib 000CHOBaHHE MEXaHU3Ma JICHCTBUS WIIM MHEHHE SKCIIEPTOB
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Tabauua 2. [llkana omeHKH ypoBHEH 10cTOBEpHOCTH qokazartenbet (Y IJ1)mmns meTomnoB
npOoQUIAKTUKH, JICUSHUS ¥ peadruTanuu (MpoGUuIakTHIecKuX, Je9eOHbIX, peaOUITUTAIIMOHHBIX

BMEULIATEIbCTB)

Y11 Pacummdponka

1 Cucremarnueckuii 0030p PKU ¢ mpuMeHneHneM Meta-aHaln3a

2 Otnenpabie PKU u cuctematmyeckue o0030pbl McCaeAOBaHUM Jt000TO Au3aiiHa, 3a
uckinouenrem PKH, ¢ npuMeHeHneM MeTa-aHanusa

3 HepaHI[OMI/I3I/IpOBaHHBIe CpPaBHUTCJIbHBIC HUCCICIJ0BaHMsA, B T.4. KOTOPTHBIC
HCCICOOBaHUA

4 HCCpaBHI/ITeJIBHLIe HCCIICO0BaHUs, OITMCAHUC KIIMHUYCCKOr'O Cliydas Uik CCprUU CIIy4acs,
HCCICOOBaHUA ((CHy‘Iﬁﬁ-KOHTpOHB))

5 Wmeetcst i, 000CHOBaHHME MEXaHHM3Ma JCHCTBHSI BMEIIATEIHCTBA (JIOKIMHHYECKUE
WCCJICIOBAHMSI) WJIM MHEHHUE IKCIEPTOB

Tadauua 3. lkana oreHkn ypoBHel yoeauTenbHocTH pekoMernauuii( Y YP) mist metonos
npoQWIAKTUKH,  JUATHOCTHKH,  JIGYCHHUs ©  peabuinutanud  (IpOQHIAKTHYECKUX,
JIMArHOCTUYECKUX, JICYCOHBIX, PCa0MIINTAIIMOHHBIX BMEIIATCIILCTB)

YYP Paciiugposka

A CunpHas pekoMeHJalus (Bce paccMaTpuBaeMble KpUTEpUH I(PGEKTUBHOCTH
(Mcxopl) SIBISIFOTCA Ba)KHBIMH, BCE HCCIEJOBAHUS HMMEIOT BBICOKOE WU
yIOBJIETBOPUTEILHOE  METOAOJOTMYECKOe  KadecTBO, MX  BBIBOABI IO
MHTEPECYIONIMM HCX0JIaM SIBJISIFOTCS] COTIIACOBAHHBIMH )
B YcnoBHas pekomMeHaanus (He Bce paccMaTpuBaeMble KpuTepuu 3¢ GekTHBHOCTH
(MCXOMpBl) SIBIISIIOTCS BaYKHBIMH, HE BCE HCCIEIOBAHUS WMEIOT BBICOKOE WIIH
YJIOBJIETBOPUTEIBHOE METOAOJIOTHYECKOE KayecTBO W/WJIM HX BBIBOABI IO
MHTEPECYIONIMM HUCX0JIaM HE SIBJISIFOTCS COTJIACOBAHHBIMHU )
C Crnabas pexomeHaanus (OTCyTCTBUE JI0KA3aTEILCTB HAJUISKAIIETO KauecTBa (Bce
paccMmarpuBaeMblie KpuTepuu 3(H(HEKTUBHOCTH (MCXO/bI) SBISIOTCS HEBAXKHBIMU,
BCE UCCIIEJOBAHUS UMEIOT HU3KOE METOA0JIOTMYECKOE KaueCTBO M UX BBIBOJIBI IO
MHTEPECYIONIMM UCXO0JIaM HE SIBJISIFOTCS COTJIACOBAHHBIMH)

IMopsinok 00HOBJIEHUS KIMHUYECKUX PEKOMEHAAMH.

MexaHu3sM  OOHOBJIGHHSI ~ KIMHUYECKHUX  PEKOMEHJIAlMid  MpelycMaTpuBaeT  MX
CHUCTEMAaTUYECKYIO0 aKTyaJIu3allli0 — HE PEKE YeM OJIMH Pa3 B TPU rojia,a TAKXKE MPH MOSBICHUN
HOBBIX JTaHHBIX C TIO3WMIIMH JO0KA3aTeIbHON METUIIMHBI 10 BOMPOCAM JTUATHOCTHUKH, JICUCHUS,
NpOPUIAKTUKA W peadmIuTalui KOHKPETHBIX 3a00JieBaHMM, HAJIMYUKU OOOCHOBAHHBIX

JIOTIOJTHEHU/3aMe"anuil Kk paHee yTBepkAEHHBIM KP, HO He yame 1 paza B 6 mecsiies.
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Ipunoxenue A3. CipaBouHble MATEPHAJIbl, BKJIKYAsi COOTBETCTBHE
MOKA3aHUI K NPUMEHEHHUIO U MPOTHBONOKA3AHUA, CIIOCO00B NMPUMEHEHUS 1
103 JIEKAPCTBEHHBIX NPENapaToB, MHCTPYKUMHU MO NPUMEHEHUI0

JIEKAPCTBEHHOT0 Npenapara
1. Uyuamun A.I'., AneeB C.H., AiicanoB 3.P., benesckuit A.C., [emypa C.A.,
NnbkoBuu M.M., Koran E.A., CamconoBa M.B., Cnepanckas A.A., Tropun U.E., Uepnsies A.JL.,
Uepnsik b.A., Uepnsk A.B., [lImenes E.N. Jluarnoctuka u jieueHre HAUOMATUYECKOTO JIETOYHOTO
¢ubpoza. GenepanpHbie KIMHUYECKHE pekoMeHaanuu. [lynsmononorus 2016; 26(Ned): 399-419.
2. WNnuonartnyeckuit neroynsiii pudpos3. Knunuueckue pexkomenganuu. / JloctynHo
no cceuike:  https://spulmo.ru/obrazovatelnye-resursy/federalnye-klinicheskie-rekomendatsii/
Idiopathic Pulmonary Fibrosis. Clinical Guideline. Available at:
https://spulmo.ru/obrazovatelnye-resursy/federalnye-klinicheskie-rekomendatsii/

3. WHCTpyKIIMST 1O MEAMIMHCKOMY NpPHUMEHEHHI0 Tpemnapara Bapraredg®
/31EeKTPOHHBIN pecypc/ HoctynHo o CCBLJIKE:
http://grls.rosminzdrav.ru/Grls_ View v2.aspx?routingGuid=89d81e79-6176-4356-8184-
1¢d22b600c7a&t= nara nocnemneii mposepku 19.03.2021 / Vargatef. Prescription Drug Leaflet.
Available at: http://grls.rosminzdrav.ru/Grls_View_ v2.aspx?routingGuid=89d81¢79-6176-4356-
8184-1cd22b600c7a&t=. Accessed on 19.03.2021.
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[Tpunoxenue b. AaropuT™msl 1elCTBUIA Bpada
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Ipunoxenue B. Uudopmanus 11 naumeHra

WNnnonarnyeckuii neroynsiii ¢pudpo3 — 3a00sieBaHNE JETKUX, IPU KOTOPOM MPOUCXOAUT
MOBPEXACHUE U YTOJIICHHE CTEHOK JIETOYHBIX ajbBeOJl. AJBBEOJBI — JTO MaJjeHbKUE
«MEIIOYKH», Yepe3 CTEHKH KOTOPBIX KUCIOPOJ U3 BO3/1yXa MPOHUKAET B KPOBb. [Ipn nopakeHnu
QJIbBEOJI JIETrOYHAsl TKaHb YIIIOTHSETCS ((PuOpo3upyeTcs), YTO NPUBOIUT K HEOOPATHMOMY
[POrPECCUPYIOLIEMY CHMUKEHHUIO (QYHKIHMH JerkuX. CHHOHMMAaMU HIMONATHYECKOrO JIETOYHOTO
¢ubpo3a ABIAIOTCS: HWAMONATHYSCKHH  (UOPOZHPYIOMIMK  adbBEONHT, (PUOpO3UpYrOITHit
anpBeosnt. Kak npaBuiio, 3a0oseBanre Bo3HukaeT B Bozpacte crapiie 40 ner. K coxanenuto, 10
CHX TIOp MPUYUHA ITOM 00JIE3HU HE U3BECTHA.

V K020 mooicem 603HUKHYMb UOUORAMUYECKUL 1e20YHbLL hudpo3?

B rpynne pucka HaxogsTcs:

- KYpWIBIIUKH;
- JTF0/1M, pabOTaroIIKe BO BPEIHBIX TPON3BOJACTBEHHBIX YCIOBHSX;
- TAlMEeHTbl C OTATOLIEHHOW HACIEJACTBEHHOCThIO (€CIM HIUOMATUYECKUI

JIerO4HbIN PUOPO3 ecTh y OJU3KUX POACTBEHHHUKOB).

Cumnmomsl UOUONAMUYECKO20 J1e20UH020 pubpo3sa

Kak npaBuino, 3a0osieBaHne HAYMHACTCS MEUICHHO M He3aMeTHO st OoibpHOro. Jlims
UIMOTIATUYIECKOTO JIETOUYHOTO (hnOp0o3a XapaKTEPHBI CIETYIONNE CUMITOMBI:

- OJIpIIIIKA MU (PU3MUECKON Harpy3ke (CHayasa npu OOJIbIION HarpysKe, 3aTeM U B

MOKOE).

- CyXOH KallleJlb;

- YTOMJIIEMOCTB;

- TOJIOBOKPYKEHHUE;
- TPEBOTA;

- CHIDKEHUE Beca.

JInsi IONTBEPK/ICHUST JMAarHo3a Bpad 00s3aTeNbHO JIOHKEH HCKIIOYUTH 3a00JIeBaHUS
JIETKUX C W3BECTHOW MPUYMHOM, KOTOpPBIE MOTYT TaK)Ke MPOSBIATHCS KallllIeM M HapacTaromien
onplmKoi. Ecnmu B pe3ynbraTe TIIATENBHOrO OOCIENOBaHMS MPUYMHA ATHX CHUMIITOMOB HE
HailizieHa, To 3a00JIeBaHNE CUNTAIOT UAMONATHYECKUM (HEM3BECTHOM MPUPOJIBI).

[Ipn mnomo3peHun Ha UAMONATHYECKUIN JIErOYHbIM (UOPO3 MHUHHMAJIBHBIM IJIaH
00cCIIeZIOBaHUS BKIIIOYAET:

- aHAJIU3 KPOBH;
- icclieZiIoBaHNe (DYHKIIMM BHEIIHETO JIbIXaHus (crnuporpadus, a mpu BO3MOKHOCTH

— OonumnneTusmMorpadus u uccieaoBanre 1udPy3noHHON CIOCOOHOCTH JIETKHX ), KOTOpast
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nomoraet 0oJjiee TOYHO OMPEEIUTh IPUUUHY OJIBIIIKH, KOTOPas MOKET COMPOBOXKIATH U

npyrue 3a00JIeBaHUS JICTKHX;

- KOMIIBIOTEpHYIO ToMorpaduro jierkux. B HacTosiee Bpemsl KOMIIBIOTEpHAS
ToMorpausi JIETKUX SBISETCS OJHMM M3 CaMbIX TOYHBIX METOJOB JHArHOCTUKH
UAMONATHYECKOI0 JIErouHoro Gpuodposa.

Ecnu mocne TmaTensHOro paccmpoca, OCMOTpa M MPOBEACHHBIX MCCIEIOBAaHUN y Bpaua
OCTalOTCS COMHEHHS B JMArHO3e, TO MPOBOJIUTCS OWOTICHS JETKUX. buorcus — mporenypa, npu
KOTOPOM XUPYpPT ONEepaTUBHBIM ITyTEM MOIy4YaeT MaJeHbKUN (parMeHT TKaHH (B JaHHOM Ciyyae
- JIETOYHOM TKaHW). 3areM TMOJy4YeHHBIH o0paszer; MoJ MHKPOCKOIOM HCCIEAyeT Bpay-
MATOJIOTOAHATOM JIJISl TOTO, YTOOBI HAWTH TPU3HAKU KOHKPETHOTO 3a00JICBaHUSI.

Jleyenne HIMONATHYECKOIO JIero4HOro ¢pudposa

K nexapcrBennsiM mpemapatam i Jedenus WJID c¢ nokazanHoi 3¢ (EeKTUBHOCTHIO
OTHOCSTCS TOJBKO JBa: HUHTeAAaHHO** u mupdenmmon™*. JlaHHBIE Tpenaparbl MO3BOJISIOT
MPUOCTAaHOBHUTH IPOTPECCUPOBAHUE 3a00ICBAHIS U, BO3MOXKHO, TPOJUIATH )KU3HB MmanueHTa. [lpu
OBICTPOM YXY/IICHUH CAMOYYBCTBHUS, BHE3AITHOM HApaCTAaHUHU OJBIIIKH HEOOXOIUMO CPOYHO
oOparutbes k Bamemy nokropy. Takast cutyaius 4acto TpeOyeT roclnuTaain3aiuy B OOJIbHUILY.
Hns  npodunaktuku  obocTpeHuid Bam  nmedamuii | IOKTOp  MOXET  PEeKOMEHIOBATh
MIPOTUBOTPUIIIO3HYIO BaKIUHAIMIO | pa3 B rol M OJHOKPATHYIO IMPOTHBOITHEBMOKOKKOBYIO
BaKIMHALNIO (U1 MPO(UIAKTUKN Pa3BUTHUS THEBMOHUN).

CaMbiM > PEKTUBHBIM CIOCOOOM JIEUEHHUs HIUOMATHYECKOTO Jero4yHoro ¢(ubposa
SIBIISIETCS TPAHCIITIAHTAIIMS JIETKUX — XHUPYprudecKast oreparus o 3aMeHe MOBPEKIEHHBIX JTETKUX
Ha JIETKHE 3[J0POBOTO JIOHOPA.

IIpu uauonaTuveckoM jierouHoM pudpo3e 60JIbHOMY HEOOXOIUMO:

- 00s3aTe’nbHO TMPEKpPaTHTh KypeHue (B TOM YHCIE TMacCUBHOE), T.K. OHO
CIOCOOCTBYET MPOTPECCUPOBAHUIO OOJIE3HU;

- y4acTBOBaTh B IIpOrpaMMax JIEro4Hoi peabunutanuu. MHCTpyKkTOp J1eueOHOM
(U3KYIBTYpPBI pacCKaXeT Bam 0 pa3MyHBIX JBIXATEIBHBIX YIPAKHEHUSAX, KOTOPBIC
CIOCOOCTBYIOT YMEHBIIIEHUIO OJIBIIIKY U 0011l cmabocT;

- MpU HAIWYUHM racTpol3odareanbHOW peQIIOKCHONW OONE3HU JEYUTh 3TO
3aboneBanue. ['acTporszodareansHas (3kemrya0UHO-TTUIICBOIHAS) peIIFOKCHAsT 00JIe3Hb —
3a0oneBaHue, TMPU KOTOPOM IPOUCXOJHUT 3a0pOC HEOOJBIIOTO KOJUYECTBA KHCIIOTO
COJICP’)KUMOTO KENyAKa B MHILNEBOA M 3aTe€M B JbIXaTelbHbIe MyTH. J[0Ka3aHO, YTO 3TO

3a00JIeBaHUE CHOC06CTByeT MporpeCcCupoOBaHUI0 UAUOITATUYCCKOTO JICTOYHOTO (I)I/I6p038..
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Jleduenne ractpo’3odarcasibHOW  pedIIOKCHOW  OONE3HH TOMOXKET  YMEHBIIUTH
MOBPEXICHHE JIETKUX MIPU UANOMIATHIECKOM JIeTOuHOM (hubdpo3e;

- PEeryjsipHO NpPUHUMATh JIEKAPCTBEHHBIE Mpenaparbl, KOTOpble Ha3Hauuia Bamn
Jevamui Bpad. B nociennue roapl BeeTcs akTUBHAsA pa3pab0TKa HOBBIX NPENapaToB JUIs
JeyeHHst OOJIbBHBIX UAMONATHYECKUM JIETOUHBIM (huOpo30M. Y3HaliTe y CBOEro Jieyaliero
Bpaya 0 BO3MOKHOCTH HAOJIOJICHUS M JICUCHHS B KPYITHOM Hay4HO-HCCIIEIOBATEIECKOM
YUPEKACHUH, I7I€ MOTYT OBITh JOCTYITHBI COBPEMEHHBIE TIpenapaThl;

- IPOBOJUTH JAJUTEIbHYIO KUCIIOpogoTepamnuto. [Ipy nanonarnyeckom JeroyHom
¢ubpo3e co BpeMeHEM pa3BHUBACTCs TI'MIIOKCEMHs (HU3KOE COJEep)KaHHe KUCIOpojaa B
KpOBHM), KOTOpOE€ KOPPEKTUPYETCS JUINTENbHOM HHralsilMeld  KHUCIopoJa U3

KOHIICHTPATOpa.
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Ipuinoxenue I'1-1'2. [IIkanbl oneHKH, BONPOCHUKH U IPyrue OLeHOYHbIE
HHCTPYMEHTBI COCTOSIHUA MALMEHTA, IPUBEACHHbIC B KIMHNYECKHUX

PEKOMEHIAAIIUAX

I'1l. Hikana Meguuunckoro Uccienosarenbckoro Cosera Besiukoopuranuu (Medical

Research Council) (mkamsa MRC)

Hctounuk: 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 (moguepkHyTh):
— ILIKaJIa OLICHKH
—  MHJEKC
—  BOIPOCHUK
— gapyroe (yTOYHHTB):
Haznauenue: orieHKa TsHKECTH OJBIIIKH TPH TOBCETHEBHON (PM3NUECKON aKTUBHOCTH

Copepxanue (111a010H):

Bauan TsxecThb Onucanue

0 Her OnpllKa He OSCIIOKOUT, 32 HCKIIFOYCHUEM OYCHb
MHTEHCUBHOU Harpy3Kku

1 Jlerkas Opplika npu ObICTPON X0Ab0E UITH MTOIbEME Ha HEOOIBIYIO
BO3BBIIIICHHOCTb

2 Cpennsis Opplnika 3acTaBisieT UATH MEJJIEHHEE 110 CPaBHEHUIO C
JPYTUMH JIIOJIbMU TOTO 7K€ BO3pacTa J1M00 He00X0AUMO
OCTaHAaBJIMBATHCS MTPU X0Ab0E B CBOEM TEMIIE [0 POBHOM
MECTHOCTH

3 Tsoxenas HeoOxoaumo octanaBnuBaThes U3-3a oAbIIKH yepe3 100 m
WX Yepe3 HECKOJIBKO MUHYT CIIOKOHHON X0/1b0BI IO POBHOM
MECTHOCTHU

4 OueHb TsDKENas OppIKa He TO3BOJISIET BHIXOANUTH U3 IOMA JIMOO TOSBIISETCS

Ipu OACBAHUHA U Pa31CBAHNN

Kntou (MHTEpnperanus): 6osee BEICOKUI 0all COOTBETCTBYET 0oJjiee TSHKEION OJIBIIIKE MTPH

MOBCEHEBHON (PU3UIECKON aKTUBHOCTH

[Toscuenus: mkana MRC ucnonb3yercst 119 HICXOHOM OIEHKH KIIMHUYECKOTrO cTaTyca

MNanuceHTa 1 MOHUTOPUPOBAHHUA €TO COCTOSAHHUA HA (I)OHC JICUCHUA.

2. Ikaaa GAP
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Ucrounuk: 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 (MOTYEPKHYTH):
— ILIKaJIa OLICHKH
— HMHJAEKC
—  BOIIPOCHHK
— zpyroe (yTOYHHTb):
Hasnauenue: onenka TsoxkecTd ¥ nporsosa teuenus NI

Conepsxanue (11aby1oH):

IIpequxkTopsl bajuisl
G Ion

KeHimunbl 0

MyX4uHbBI 1
A Bospacr, Jer

<60 0

61-65 1

>65 2
P Du3H0I0rus

DKEJL, % nonxkH.

>75 0

50-75 1

<50 2

DLco, % momkH.

>55 0

36-55 1

<35 2

He moryT BEITOTHUTH 3

Kirou (uHTEpnperanus): 6oyee BBICOKUN O6alll COOTBETCTBYET OoJiee TSKEIOMY TEUEHUIO U
6osee HeOmaronpusiTHoMmy miporuo3y MJI®. O6muit 6amn (auama3od ot 0 10 8) ucmosib3yercs
TSt Kitaccuukanuu naueHToB Ha I ctaguro (0-3 6amna), 11 ctaguro (4-5 6amnos) wiu 111

craauio (6-8 6amoB) Mo Nporuo3y 1-, 2- u 3-1eTHeil cMepTHOCTH.
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https://www.ncbi.nlm.nih.gov/pubmed/?term=Ryerson%20CJ%5BAuthor%5D&cauthor=true&cauthor_uid=22586007
https://www.ncbi.nlm.nih.gov/pubmed/?term=Vittinghoff%20E%5BAuthor%5D&cauthor=true&cauthor_uid=22586007
https://www.ncbi.nlm.nih.gov/pubmed/?term=Ryu%20JH%5BAuthor%5D&cauthor=true&cauthor_uid=22586007
https://www.ncbi.nlm.nih.gov/pubmed/?term=Tomassetti%20S%5BAuthor%5D&cauthor=true&cauthor_uid=22586007
https://www.ncbi.nlm.nih.gov/pubmed/?term=Lee%20JS%5BAuthor%5D&cauthor=true&cauthor_uid=22586007
https://www.ncbi.nlm.nih.gov/pubmed/?term=Poletti%20V%5BAuthor%5D&cauthor=true&cauthor_uid=22586007
https://www.ncbi.nlm.nih.gov/pubmed/?term=Poletti%20V%5BAuthor%5D&cauthor=true&cauthor_uid=22586007
https://www.ncbi.nlm.nih.gov/pubmed/?term=Buccioli%20M%5BAuthor%5D&cauthor=true&cauthor_uid=22586007
https://www.ncbi.nlm.nih.gov/pubmed/?term=Elicker%20BM%5BAuthor%5D&cauthor=true&cauthor_uid=22586007
https://www.ncbi.nlm.nih.gov/pubmed/?term=Jones%20KD%5BAuthor%5D&cauthor=true&cauthor_uid=22586007
https://www.ncbi.nlm.nih.gov/pubmed/?term=King%20TE%20Jr%5BAuthor%5D&cauthor=true&cauthor_uid=22586007
https://www.ncbi.nlm.nih.gov/pubmed/?term=Collard%20HR%5BAuthor%5D&cauthor=true&cauthor_uid=22586007
https://www.ncbi.nlm.nih.gov/pubmed/?term=Ley+et+al.+Ann+Intern+Med+2012%3B+156%3A+684%E2%80%93691

[Tosicnenus: mkana GAP ucnosb3yercst Ijist OIEHKH PUCKa JIETATbHOTO UCX0a Y OOJIbHBIX

NJ1o®.
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