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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 — wuHTepcTuULMalbHOE 3a00J€BaHUE JIETKUX, CBS3aHHOE 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 - xupyprudeckasi OMOICHS JIETKOTO
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 BEHTUJISALMS JIETKHUX

OJIH — ocTpast nprxatesibHasi HEIOCTATOYHOCTh
MIIO — mMHOTOnpOdUIBHOE 00CYKIACHHE

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

JAN — noBepuTeIbHBIA UHTEPBAT



TepMuUHBI U onIpeaeJeHUus

HNuTepcTHIHATBbHBIE 3200/1eBaHUS JIETKHX — [€TEPOreHHas rpyIna 3a001eBaHui 1
IIATOJIOTUYECKUX COCTOSTHUN U3BECTHOW U HEM3BECTHOW ITPUPOJIBI, XapAKTEPU3YIOILASACS
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
(GuOpo3UPYIOUIHIA ITPOIECC B JIETKUX, COMPOBOXKIAIOLINIICS HApACTAIONIEH ¢ TeUCHHEM BPpEeMEHU
OJIBILIIKON U PECTPUKTUBHBIMU HAPYLICHUSMHU BEHTUISLIMOHHON CIOCOOHOCTH JIETKHX.

Nnanonaruyeckuii Jierounblii puodpo3 — ocodas hopMa XpOHHUECKOH
pOrpeccupyroneit puopo3upyIonet HHTEPCTUINATHPHON THEBMOHUH HEU3BECTHOM 3THOJIOTHH;
BO3HMKAET IIPEMMYILECTBEHHO Yy JIFOAEH CTapLIEro BO3pacTa, OPa)aeT TOJIBKO JIETKHE U CBA3aHa
C TUCTOJIOTUYECKUM U/WIIN KOMITBIOTEPHO-TOMOIpaMueCKUM MATTEPHOM OOBIYHON
MHTEPCTULMAIBHON [THEBMOHUU.

Hecnennpuyeckasi HHTEPCTUIHMAIBLHAS THEBMOHUS — OZ1HA 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
[JIFOKOKOPTUKOCTEPOUAOB U OoJiee 6J1aronpusTHBIM POTHO30M.

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 GPOHX03KTA3bl — HEPABHOMEPHOE PACIIMPEHUE IPOCBETOB 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» — ckuanorunyeckuii penomen npu BPKT opranoB rpyiHO#i 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 AHel 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.).

Komounanus Jerounoro ¢puodpo3a u 3mMmpuzemMbl — CUHAPOM, 00bEINHSIOIIHIMA
NPU3HAKY ABYX 3a00JI€BaHMIA: JIETOYHOTO (GrOpo3a (MPerMyIIeCTBEHHO B HUKHHUX OT/IEIax

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



1. Kparkas nadopmanus no 3a00/1eBaHUI0 WJIH COCTOSTHUIO (TpyIme

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 cTapllero BO3pacra, opakaeT TOIbKO JIETKUE U
CBsI3aHA C THCTOJIOTHYECKUM H/MITH KoMIbloTepHO-ToMorpadudeckum (KT) marrepHom 0Ob14HOM
uHTepcTuimanbHo maeBMoHuu (OUII) [1,2,3]. T'mctomornueckuii marrepun OWII Brimrodaer
Hanmuuue ¢ubpobdIacTuuecKux (OKYCOB, HMHTEPCTULIMATIBLHOTO XPOHHUYECKOrO BOCHAlICHUS,
¢ubpo3a  NPEUMYIIECTBEHHO B  30HaX  OpPOHXMOJIO-AIBBCOJSIPHBIX — TEPEXOO0B, B
MOITUIEBPATIbHBIX/TIApaceNTAILHBIX 30HaX ¢ (opmupoBanueMm «cot». Ilarrepa OUII mpum
Boicokopazpematonieii KT (BPKT) opranoB rpynHoi KIETKH BKJIIOYAeT paclpOCTpaHEHHBIC
JIBYXCTOPOHHHE PETUKYJISIPHbIC N3MEHEHUS, IPU3HAKHU «COTOBOTO JIETKOTOY» /MM TPAKIIHOHHBIX

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

1.2 ITHOJOrUs M IATOTreHe3 32001eBaAHU UJIH COCTOSHUA (FPVIIbLI 3200J1eBAHNNA HIH

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. 3HauumMocTh JaHHOTO (PaKTOpa prcKa BO3pacTaeT y MalueHToB
c aHaMHe30M KypeHus Oonee 20 nauek-ner [6, 7];

»  GHewHecpeooGble UHANAYUOHHBIE 6030€lCMEUA, He C6A3AHHbIE C KYPEeHUEM.
[ToBbnmennslii  puck paszputus HMJID accoummpyercs ¢ MHUPOKUM CHEKTPOM
HEOPraHMYECKUX M OPraHUYeCKUX MbUIeH, B YaCTHOCTH, ¢ MeTasnueckoit (OLL 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% AW 1,09 - 3,55). B kadecTBe MOTEHIMAIBHBIX (PAKTOPOB pPHCKA
paccMaTpuBaeTCsl MHTANSLMOHHOE BO3/ICHCTBUE OPTraHUYECKON MbUIH (pacTUTENbHAS WIH
KUBOTHAs) B CENTLCKOM Xo3stiicTBe miu B ObITy (OL 1,65; 95% U 1,20 - 2,26), a Takxke
BO3JICHCTBUE adPOIOJLTIOTAHTOB (TMOKCH]I a30Ta, TUOKCHU cepbl U 1ip.) [8-11].
2acmpodzoghazeanvuuiii peghnroxkc (I'P). T'DOP compoBoxgaercs MUKpoacnuparueit

KEITYOJOUYHOro COACPKUMOIO MW MOXKET paCCMATpUBATHBCA KaK TPHUITCP aAJIbBCOJAPHOrO



NoBpeXAeHUsT W ¢akTop pucka passutus [12], ogHako B3auMocBs3b Mexay [OP u UJID
OKOHYATEeJIbHO He Jloka3aHa [13];

> memabonuueckue (IHOOKpunHble) paccmpoiicmea. Metabonueckue (SHIOKPUHHBIC)
pacctpoiicTBa (caxapHblil AUabeT, TMIOTUPEO3) BCTPEUAIOTCS 3HAUUTEIBHO Yalle Cpeau
6onpHbIx WJI® m paccMmaTpuBaroTCs Kak HE3aBUCHUMBIN (DaKTOp puUCKa A 3TOTO
3abosneBanus [14,15];

» 2enemuueckue pakmoput. Oxono 5% Bceit momyssiiuu 00bHBIX MJID uMeroT ceMeiHbIit
nero4Hsiit puodpo3 (cpeau KpoBHBIX poAcTBeHHUKOB). Hanbomnee yacto (y 34% O0NbHBIX C
ceMeiHbIM JierouHbiM (puodpo3om u y 38% mnanuentoB ¢ MJID) BcTpewaercs myTanus
MUCSB [16, 17]; pexe (B 25% ciayuaeB UJI® u B 15% ciayyaeB ceMeMHOro JEro4yHOTO
¢ubpo3a) myranuu reHoB, cBszaHHbIX ¢ Tenomepazoir (TERT, TERC, DKCI1, TINF2,
RTELT1, PARN) u BbI3bIBatoIIre YKOPOUEHHE TEIIOMEPHBIX Y4aCTKOB; B 1-3%, B OCHOBHOM
IIpU CEMEMHOM JierouHoM pudpo3e, - MyTanuu B reHax cypdakranTHbeiX nporenHoB C (SP-
C)u A2 (SP-A2) [18-24].

B ocnoBe naroreneza MJID nexar NMOBTOPHBIE MUKPOIOBPEKICHUS albBEOJSPHOIO
SMUTENMS C HapyUIeHHEM MEXaHHW3MOB €ro pereHepanuu. ITO MPUBOJUT K MATOJIOTHYECKON
pesnutenu3anuy, mnpoiudepanun GuOpoOIacTOB U CHHTE3Y H30OBITOYHOTO KOJIHYECTBA
AKCTPALCIUTIOJISIPHOTO MaTpuKca. B pe3ynbrate HOpMasibHas JEroyHas MapeHXuMa MOCTEIEHHO

3ameniaetcst GuOpO3HOM TKaHKIO [6].

1.3 DnuaeMuoJiorusi 3a00J1eBaHUs WJIN COCTOSIHUS (rpyvonbl 3a00JieBaHUM WU

COCTOSIHU)

Cuuraerca, 4yTo B mocieaHue roabl 4yucio OonpHBIX WJI® yBemuwuminock. OnHako

nokasarenu 3aboneBaeMocTd U pacnpoctpaHeHHocTH MJID B nccnenoBaHusX pa3HbIX aBTOPOB
CYIIECTBEHHO OTJIMYAIOTCS, YTO MOKHO OOBSCHUTH OTCYTCTBHEM UYETKUX U OOLIETPUHSATHIX
JTUArHOCTHYECKUX KPUTEPHEB, KaK PEHTTC€HOJIOTHUECKUX, TaK U MOP(HOIOTHYECKUX, OTIMYUSIMHU B
nu3aiiHax uccienoBaHuil (pasusie onpeaeneHus NJI®D, pa3nplil Bo3pacTHOM cOCTaB MALIMEHTOB) U
np. 3aboneBaemocts MJID 3aBucuT 0oT Bo3pacTa: 60I€3HL BOSHUKAET Yallle B MECTOM M CEABMOM
JNECATUICTUSAX JKU3HU. DOJBIIMHCTBO 3a00JEBIIUMX SIBISIOTCS KYPUIBIIUKAMH WM DKC-
KypUJIbIIUKAMU; MY>KYHHBI OOJICIOT HECKOJIBKO Yallle, 4eM *KeHIIUHBI [25,26]. [To qaHHbIM pa3HbIX
aBTOpOB, 3a0oneBaemocth MJID cocraBnser ot 7,9 no 63 cmyuaeB Ha 100 000 HaceneHus B
3aBUCUMOCTH OT UCIONb3yemoro onpeaeneaus NIID [27-30].

CornacHo TpenBapUTENbHBIM JaHHBIM, MOMYUYEHHBIM IO pe3ynbTaraM peructpa UJID B

Poccuiickoit @enepanmu, pacupocrpaneHHOCTs MJID B Pocculickoit denepannn COCTAaBIISIET OKOJIO



8 - 12 cmyuae Ha 100 000 Hacenmenwusi, a 3a6omeBaemMocth MJID — 4 - 7 ciywaeB Ha 100 000

HacesneHus [31].

1.4 Oco0eHHOCTH KOJIHPOBAHUS 3200, 1eBAHUS WJIHM COCTOSTHUSA (TPYIILI 3a00J1eBaHUIi

HJIM COCTOSIHUI) 1o MeXIvHapoaHOH CTaTHCTHYECKON KJiaaccudukanuu O0oJe3Held H

nmpo0JeM, CBA3AHHBIX CO 310POBLEM

Jlpyrue uHTepCTHIHATbHBIE JIeroYHble 0one3Hu (J84):

Jlpyrue uHTepCTUIMABHEIC JIETOYHbBIE 00JIe3HH ¢ yrToMUHaHUEM 0 (pudpose (J84.1)

1.5 Kuaccudukanuss 3a00/1eBaHUsI MJIM COCTOSHUS (TPyninbl 3a00JeBaHMI WU

COCTOSIHU)

Kmuanueckast knaccupukanuss MJID orcyrctByer. Ilo coderanwro cnemmduyeckux

KOMITBIOTEPHO-TOMOTpaUIeCKUX U MOP(POJIOTHUECKIX NATTEPHOB MOKHO BBIICIHTD:

» mnonreepxaeHHbld NJI® (Hanmuue narrepna tunuynoi OUIL y 6oxpHOTO crapiie 60 net
IIpU  OTCYTCTBMM KJIMHMYECKHM 3HAYMMBIX BHEIIHECPEIOBBIX U  JIEKAPCTBEHHBIX
BO3JICHCTBUI ¥ OTCYTCTBUM CHUCTEMHBIX 3a00JICBaHMA COCJAMHHUTEIHHOW TKAaHU;
cootBetcTByMOIEee couetanue BPKT- u mopgonoruueckoro narrepuos (Ilpun. 1)) [32];

» BeposaTHbiil NJID (cooTBercTBytomiee couetanne BPKT- u Mmopdonoruueckoro narrepos
(cwm. TIpun. 1)) [32];

» KOMOWHAIHWS JIETOYHOTO Gudpo3a ¢ IM(PHU3EMOH.

[Ipumep hopMyIMpPOBKHU AHAarHoO3a:

a. VHrepctunumanbHoe 3a00Je€BaHME JIETKUX: HAMOMATUYECKUH JIerouHbl (pudpos.
XpOoHHYECKAs THIIOKCEMUYECKAs IbIXaTebHAasi HEJOCTaTOYHOCTb.

0. HatepcrunmanbHoe 3a00yieBaHUE JIETKUX: MIUOMATHYECKUM JIErOYHBIN (Guopo3
(xomOuHanus neroysoro Gpuodposa ¢ ampuszemoii). bynnesnas ampuzema BepxXHUX OTIEIOB 000UX

JICTKHX. XpOHI/I‘ICCKaSI TUIIOKCEMHYCCKAaA AbIXaTCIbHAA HEAOCTATOYHOCTD.

1.6 Kiiyunyeckasi KApTHHA 32001eBAHNS MJIHM COCTOAHUSA (IPyNbI 3200J1eBaHNI WU

COCTOSIHMA)

Hauano 3a0osieBanusi mpuxoauTCs, KaK MpaBwmiio, Ha Bo3pacT crapmie 50 ser [26], y

0OIBHBIX ¢ ceMelHBIM aHamMHe3oM MJID 3aboneBaHue MOXKET HAYMHATHLCS B 00JIe€ MOJIOIOM
BO3pacrte [33].

OCHOBHBIMU KJIMHHYECKUMU TposiBNeHUsIMU WMJID SBASIOTCS OJBIINIKA, CHIDKEHUE
TOHepaHTHOCTI/I K Harpy3Ke nu XpOHI/I‘—IeCKI/Iﬁ Kalluejib U TaKH1e HeCHeHI/I(l)I/I‘-IeCKI/Ie CUMIITOMBI KaK

c1abocTh, CHIDKEHUE alleTuTa, oteps Beca. [ uneprepmusi, nepudepuyeckas uMdaaeHonaTus,
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apTpUTHl, MUAITUHU, «CBHUCTAIIEE» JbIXaHUE, KPOBOXapKaHbe, OOJIEBOM CHUHAPOM B TIPyAHON
KJIETKE U MOpaKCHHUE JIEBBIX KaMep cep/ia He xapakTepHsl 1 UIID [32,34].

B orcyrctBue 000CTpeHUH €CTECTBEHHOE TeUeHHE OOJEe3HH XapaKTepH3yeTcs
MIOCTENIEHHBIM HAPAaCTaHUEM CHMIITOMOB B TE€UEHUE HECKOJBKHMX JIET 10 Pa3BUTHUS TKEIbIX
HapylmeHUd PyHKITUHU JABIXaHUS U IPUCOSTUHEHHUS OCIOXHEHUH [35].

HaubGonee wactoii mpuumuoit cmeptu mpu NIID (60%) sBisieTcss mporpeccupyromas
JbIXaTellbHAsE HEIOCTATOYHOCTh, a TaKke uiemmudeckas 6one3ns cepana (MbC), rpomGoamOomnus
nerounoit aprepum (TDJIA) m pak nerkoro [36]. MenmaHa BBDKHBAEMOCTH OT MOMEHTA
noctaHoBku auarHo3a MJI® cocrasisier oT 2 10 3 ner [1], a oT MOMEHTa MOSABJICHUS TEPBBIX
cumntoMoB NJID u/mmu nzmenenuit mo KT - 6 ner [37]. Bmecte ¢ TeM, y O0JIBHBIX ¢ COXpaHHOU
JIETOYHOM (PYHKIIMEN ATOT MOKA3aTeIb MOKET OBIThH BBIIIIE.

Y 5-15% mnanuentoB ¢ MJI® B TeueHue roaa pa3BUBAETCS OCTPOE YXYIUICHUE
KIIMHU4ecKoro coctostuust — oboctpenust MJI® [6]. OcHoBHbIMU Npu3HakaMu oboctpenust NJID
SBJISIFOTCSL OECIPUYMHHOE HapacTaHWE OJBIIIKYA B TEUCHHUE | Mec, yCHIICHHE Kallulsl U MPOAYKIIUU
MOKpPOTBI, TOKYMEHTHPOBaHHAs TUTIOKCeMHUsI (YXyALIEHUE UITH TSHKETI0e HapylIeHue ra3000MeHa),
CBEXKHE abBEOJIIPHbIC MHMUIBTPATHI HA PEHTTEHOTPAMME JIETKUX U OTCYTCTBHE IPYTHX MPUUUH
YXYALICHUS, TaKMX KaK SKCTpa-MapeHXUMAaTO3HbIE MPUYUHBI (ITHEBMOTOPAKC, IUIEBPaIbHBIN
BBITIOT, TOJIA) nunm cepaeuHas HEIOCTaTOYHOCTh ¢ 00bEMHOM meperpy3koit cepama [35, 38-40].
[Iporno3z oGoctpenuss WNJID, kak mpaBuio, HEOIArONPHUSATHBIN, JETATBHOCTH BO BpeMs

TroClmuTaJInu3aluu JOCTUTracT 65%, a B TeueHHue 6 MECALCB OT Ha4ajla Pa3sBUTUA O6OCTpeHI/ISI ->

90% [35].

2. InarnocTuka 3a001eBaHUSA WJIN COCTOSIHUSA (TPyNnbl 3a00/1eBaHUI WK
COCTOSIHUII), MEIMIIMHCKHE MOKA3AHUSA U NPOTHBONOKA3aAHUSA K IPUMEHEHHU IO

METOJ0B THAI'HOCTUKH

Knunuueckoe nooospenue na UJI® y 60avH020 ¢ XpOHUUECKOU 00bIUKOU NPU uU3ULecKoll
Hazpy3Ke, Kauiiem, 08YXCMOpOHHel UHCRUPAMOPHOU Kpenumayuel 8 0a3a1bHblX 0MOenax 1eeKux
u/unu ymoawenuem OUCmanvuvlx ¢haname naivyed pyk no muny "6apabaunvix nanouex”, He
UMEIUWUX 04eBUOHOU NPUYUHDL, OOJIHCHO 803HUKAMb 8 Clledyioujeli CUMyayui: 03pacm cmapuie
60 nem; omcymcmeue KIUHUYECKU 3HAYUMBIX BHEUIHECPEO0BbIX UNU  JIeKAPCMBEHHbIX
6030elicmaull;, OmMcymcmeue NpPUHAKO8 CUCMEMHbIX 3a0071e8aHUL COCOUHUMENbHOU MKAHU
(C3CT) [25].

Kpumepuu ycmanogenenus 0uazno3a/cocmoanus:
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1) oHcanobvl Ha 00bIWKY NPU OMCYMCMBUU OYeBUOHBIX NPUYUH, KIUHUYECKU 3HAYUMBIX
BHEUHeCPed08bIX UL NeKapPCMBEeHHbIX go30eticmauil, omcymcemesue npusnaxkos C3CT;
2) 08yXcmopoHHel UHCNUpAmopHOU Kpenumayuell 8 0A3AIbHbLIX OMOeNax JecKux npu

aycKynibmayuu,

4) svisasnenue nammepua ooviuHol unmepcmuyuanvrol nweemonuu (OUII) npu BPKT opearos
2PYOHOU KNeMKU /Ul NpU Namoi020-aHamomMuieckomM Uccie008aHul OUONMAamos 1e20yHou

MKAaHU.

2.1 ’Kaa00bLI 1 aHAMHE3

[Ipu BesiBaeHMU WM3JI pekomenayercs TIHIATENBHBIM COOp aHamMHE3a IpueMa
JIEKapCTBEHHBIX IPENapaToB M BO3AEUCTBUA (DAKTOPOB OKpY’Karolleill cpeibl AoMa, Ha
paboueM MecTe U B JAPYTUX MECTax, 4acTO MOCEHIAeMbIX MAIIMEHTOM, JJISl UCKIIOYCHHUS
noTeHManbHbIX puanna U3J1 [32].

YpoBenb yOenureabHocTH pexkoMmeHaanuii C (ypoBeHb /J0CTOBEPHOCTH
A0Ka3aTeJbCTB 5)

Kommenrapun: Kiunuueckoe nooospenue na MJID y 601vHo20 ¢ XpoHuuecko
00bIUKOU Npu  uzuyeckol HazpysKe, Kauitlem, O8YXCMOPOHHEU UHCHUPAMOPHOU
Kpenumayueli 8 0a3anbHbIX OMOeNax 1ecKUX u/uiu ymoauwjeHuem OUCmantbhulx ganane
nanvyes pyk no muny "6apadbannvix nanouek”, He umerouux 04e8uUOHOU NPUUUHbL, OONHCHO
B03HUKAMb 6 cledylowell cumyayuu: 6o3pacm cmapue 60 1em, omcymcmeue KIUHU4eCcKu
S3HAYUMBIX BHEUUHECPEO08bIX UNU IeKAPCMBEHHBIX 8030€liCBULL, OMCYNCmEUue NPUHAKO8

cucmemuwvix 3a6onesanuii coeounumenvrou mxanu (C3CT) [25].

JUjis OLIEHKU OJBIIIKU MPU MOBCEJIHEBHBIX (PU3NUECKUX Harpys3kax y nanueHtoB ¢ NJID

pexkoMeHntyeTcst ucnoisib3oBath mkary mMRC (ITpun. I) [41].

YpoBens yoOeaurtesqbHOCcTH pexkoMenaaumii C (ypoBeHb /J10CTOBEPHOCTH
J0KAa3aTeJNbCTB 4)
Jlna ouenku Tspxkectd M nporroza WJID pexomennayercs ucnoab3oBarh mkairy GAP
(ITpun. I'2) [42, 43].

YpoBenb yoOeaurteqbHOCcTH pexkoMeHaanumii C (ypoBeHb [10CTOBEPHOCTH

A0Ka3aTeJbCTB 4)

2.2 PusukajabHoe 00cae10BAHHE

V¥ 40% nanuentos ¢ JI® npu nepBU4HOM OCMOTPE BBISIBIIIOTCSI U3BMEHEHUS TUCTAJIBHBIX

(I)anaHr o THUITY ((68.pa6aHHLIX MaJIOYCK» W HOI'TCBBIX INIACTHUH MAJIBLCB PYK IO THUITY «YaCOBBIX

CTEKOJ» PA3JIMYHOM BBIPAXKEHHOCTH. BBIsBIIIEMast TPU ayCKyJIbTallMU IBYCTOPOHHSSI KpEUTALUs

B KOHIIE B/10Xa (XPYCT <«JIMITyUKW», WIH XPHUIIBI «velcro») B 0a3anbHBIX OT/IEIaX TAKKe XapakTepHa
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11t TanueHToB ¢ MJID 1 TecHO KOppenupyeT ¢ HaTHIreM MaTTepHa 0OBIYHOM MHTEPCTUIIHAIBHON

nHeBMoHuM (OUII) npu BPKT opranos rpyaHoii kietku [44].

VY Bcex nanueHToB ¢ MJID pekoMeHyeTcs: OIeHUBATh COCTOSIHUE JAUCTAIbHBIX (haaHT U
HOTTEBBIX IUIACTHH MAJIBLEB PYK JUISl UCKIIOYEHUS M3MEHEHHUS 10 TUIly «OapabaHHBIX
MaJI0YEK» U «YaCOBBIX CTEKOJ».

YpoBenb yoeauteabHocTH pexkoMenaanmuii C (ypoBeHb /J10CTOBEPHOCTH
A0Ka3aTeJIbCTB 5)

Kommenrapuu: Buiasnenue usmeHeHuss OUCMANbHLIX — (anane no  Muny
«6apabaHHbIX NATIOYEKY U HOSMEBbIX NIACTUH NAbYe8 PYK N0 MUNY «4ACOBbIX CMEKOI»
npu nepeuuHom ocmompe 060abH020 ¢ UJID ceudemenvcmeyem o paseepuymot cmaouu
Oone3HU u accoyuupyemcsi ¢ naoxum npoenosom [1].

Bcem nmanmeHtam ¢ KiImMHHYeCKUM nopo3peHneM Ha MJID pexomenayercs npoBOIUTH
ayCKYJIbTAIUIO JIETKUX JUIS BBISBJICHUS ABYCTOPOHHEH KpenuTauuu [44].
YpoBenb yOenuTeJbHOCTH pekoMeHaanuii B (ypoBeHb aocToBepHOCTH

J0KAa3aTeJIbCTB 2)

2.3 JIaGopaTopHbIe THATHOCTHYCCKHE MCCIAe10BAHUS

Hns uckmrouenust U3J1, cesizannbix ¢ C3CT (U3JI-C3CT), Bcem OOIBHBIM ¢ KIMHUYECKUM
noao3penneM Ha NJID pekoMeHIyeTcsl BBINOJIHATh UCCIEAOBAHUE CKOPOCTH OCEIaHUs
sputporutoB (COD), uccnenoBanue ypoBHsi C-peaktuBHOro Oenka (CPB) B kpoBw,
OTIpeieJICHUE COJIEPKAHMSI AHTUHYKJICAPHBIX AHTUTEN B KPOBU (METOJOM HENPSAMOU
UMMYHO(DITIOOPECIIEHITNH ), OTIpe/ieJIeHHe COoJepKaHusi peBMaTonnHoro gakropa (P®) B
KPOBH, OIpeAENeHUE COJEpKaHUusl AaHTUHYKJIEApHBIX aHTUTENl K Sm-aHTHTEeHy U
ompeziesieHue CoJepKaHusl aHTUTEN K IMKJINYECKOMY HUTpyIrnHoBoMy nentury (ALILIT)
B KpoBH [32, 45].

YpoBensb yoOenuteibHOCcTH pexkoMmeHaanuii C (ypoBeHb JA0CTOBEPHOCTH
A0Ka3aTeJbCTB 5)

KommenTapum:

Ilpu  manuuuu nonodscumenvHvlli  AHMULOEPHLIX AHMUMENL PeKOMEeHO08aHA
gepughuxayus cyomunos aymoanmumer.

YV 6onvuvix ¢ nooospenuem na UJID® u cumnmomamu C3CT mpebyemcs 6onee
demanvHoe ucciedosanue coleopomounsvix mapkepos C3CT:

- Npu NOOO3PEHUU HA MUO3UM: onpedeleHue aKmueHOCMU KpeamuHKUHAa3vl 8

Kposu, uccneoosanue YPOBHA Muoznobuna 6 Kpoeu, onpedeﬂeuue aKkmueHrocniu
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AnbOoIa3vbl 8 KPOBU, ONpeodeieHue COOePIHCAHUS AHMUYEHMPOMEPHBIX AHmume 8 Kpogu
uop.;

- npu NOOO3PEeHUU HA CUCMEMHYIO CKAePOOePMUI0. ONpedeleHUe COOePHCaAHUSA
anmumen Kk Scl-70 / monouszomepasze-1 6 Kposu, onpeoeneHue CcoOepPICaAHUsL
AHMUYEHMPOMEPHBIX AHMUMETL 8 KDOBU,

- npu nodospenuu Ha cunopom Llleepena: onpedenenue codeparcanus anmumen
Kk SSA / Ro u SSB / La 6 kposu;

- npu  noodospeHuu Ha eackyium: onpeoeienue mapkepoe ANCA-
accoyuuposarHwvlx sackyaiumos: PR3 (c-ANCA), MIIO (p-ANCA).

Buisgnenue C3CT y 6016H020 ¢ uHMepCMUyuaibHbIMU USMEHEHUAMU 8 JIe2KUX
uckouaem ouazrnos UJID [1].

BceMm 6onpHbIM NJI® pekoMeHIyeTcs peryisipHO BBIMONHITH MyJIbcokcumeTpuio (SpO2)
B ITIOKO€ ¥ TTPpH (PU3UUECKOM HArpy3Ke (MPH BHIOJHEHUH TeCTa ¢ 6-MHUHYTHOH X0a6001ii (6-
MT)) nns BeIsiBiIeHus necarypauuu [1].

YpoBenb yoOenutejabHOcTH pexkoMmeHaanuii C (ypoBeHb JA0CTOBEPHOCTH
A0Ka3aTeJbCTB 5)

Kommenrtapuu: Buisasnenue oecamypayuu nusce 88 % aensemcs noxazanuem K

HA3HAYEHUIO Kucvlopodomepanuu.

2.4 UHncTpYMEHTAJIbHBIE JUATHOCTHYECKHE MCCAe0BAHMS

2.4.1. PeHTreHoJorn4yeckas AMArHOCTHKA

bonpubiM ¢ momo3penuem Ha WMJID® He pekomeHayeTcs TpoBeAEHHE 0030pHOM
peHTreHorpaguu opraHoB rpyIHOM KJIETKH B CBSI3U C €€ HU3KOM MHPOPMATUBHOCTHIO [46].
YpoBens  yOenutenbHocTH  pekomengamuii  C  (ypoBeHb  /10CTOBEPHOCTH
A0Ka3aTeJbCTB 3)
Bcem 6oibHBIM ¢ KIMHMYECKUM mojo3peHueM Ha MJID pekomennyercs mpoBeneHUE
BPKT opraHoB rpyHoOi#l KJIE€TKH JUIsl NOATBEpkAcHUs quarnosza NJID [32].
YpoBenb yOenuresbHocTH pexoMeHaanuii C (ypoBeHb /JA0CTOBEPHOCTH
A0Ka3aTeJbCTB 5)
KT opraHoB rpyaHOW KJIETKH C BHYTPHUBEHHBIM KOHTPAaCTUPOBAHUEM PEKOMEHAYETCS
601bHBIM ¢ U3J1 TONBKO /1151 HCKITIOUEHUS TPOMOOIMOOINH JIeroYHOU aprepud [32].
YpoBenb yOenureabHocTH pexkoMeHaanui C (ypoBeHb [10CTOBEPHOCTH
A0Ka3aTeJbCTB 5)

KommenTapuu: Texnuueckue mpebosanus k BPKT opeanoe epyonou kiemku y
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oonbHbix UJID:

- monkue momocpaguuecxue cpeszvl (<1 mum) [47];

- an20pUmMM 8bICOKO20 NPOCMPAHCMEEHHO020 paspeutenus [48];

- U300padiceHUst O0JIICHbL ObIMb NOTYHUEeHbl HA MAKCUMATLHO 2TYOOKOM 800Xe;

- cnupanvHoe (00vemHoe) CKaHuposanue;

- NpU COMHUMENbHLIX Pe3VIbIMAmax CKAHUPOBAHUS 6 NONONCEHUU HA CHUHE
PEKOMEHO0BAHO BbINOIHEHUE CKAHUPOBAHUS 8 NOJIONCEHUU HA HCUBOMeE Ol YCIMPAHEeHUs
«epasumayuonrozo sgpgpexmay [49] u sxcnupamopnoii KT 0na evissnenus «8030yuinbix
noeyuek» [50];

Nzmenenns Ha BPKT opranoB rpyHO# KJIETKH OTpakatoT MOP(OIOTHYECKHe N3MEHEHUS
B JIETKHUX, KoTopbie ipu NJI® npencrasmstor codoit narrepu OUII.

OcnosubiMu npuzHakamu OUII npu BPKT opranoBs rpyaHOi KIETKH SBISIOTCS:

- mpeo0Iailanue U3MEHEHUH B KOPTUKAJIBHBIX U 0a3albHBIX OTAENaX JETKHX;

- i y3HbIE TBYXCTOPOHHHUE PETUKYJISIPHBIC N3MEHECHHUS;

- MEJIKHe CyOIuIeBpaIbHbIC BO3AYITHBIC KHCTHI («COTOBOE JICTKOEY ) W/WITH

- nepudepuyeckre TPaKIMOHHbIE OPOHXO0- 1M OpoHXMoN03KTa3el [51] (Puc. 1-3).

«MaroBoe CTEKJIO0» MOXET MPUCYTCTBOBAaThH Ha (POHE DPETUKYJISPHBIX W3MEHEHUU U

«COTOBOI'0 JICTKOTO», HO HE OOJDKHO MpCBAJIMpPOBAThL Had APYIrMMU HW3MCHCHUSMU. Takoe

"MaToBo€e CTeKJI0" sBIseTCS Mpu3HakoM (hubdposa [52].

Puc. 1. OOpiyHas wuHTepcTULMANbHAg THEBMOHUS, TunuuHas BPKT-kaptuna. a)
aKcuaibHBIN cpe3, 0) hpoHTanbHas pedopmaius, B) carutraibHas pedopmaius, 1) akCHaIbHBII
cpe3 B MOJIOKEHUH Ha *kuBoTe. KopTHKaabHOE pacnpeeneHne U3MEeHeHUI ¢ HapacTaHUEeM UX OT
BepXyllek K auadparme, "COTOBOE JIeTKOE", peTUKYJIISIPHbIE U3MEHEHHUS, OTCYTCTBHE ""MaTOBOTO

crekna". MccnenoBanue B MOJI0KEHUH Ha )KUBOTE TIOITBEPIKIAET OTCYTCTBHE '"MAaTOBOTO CTEKIA".
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Puc. 2. OGpiyHas UHTEpPCTULIMATIbHAS THEBMOHUS, TUTMYHASA KapThHA. COTOBOE JIeTKOE Ha

aKCUaJIbHOM cpese (a), pu pedopmanuu Bo (poHTAIbHOM (0) U caruTTanbHOM (B) MIOCKOCTAX.

Puc. 3. OObrunas HHTCPCTUIIMAJIbHAA IMTHCBMOHUS, THUIIMYHAs

KapTUHA. TpaKkIMOHHbIE

6pOHX03KTa3LI B KOPTHUKAJIBHBIX OTACJIaX JICTKUX Ha pe(bOpMaI_II/II/I B KOCOH IIJIOCKOCTH (a) u

akcruajgbHOM cpese (0)

Beigenstor Heckonbko narrepHoB OUII no nanneim BPKT opranoB rpyaHoli kieTku

(Tabmn. 1).
Taéauuna 1. Komnbsrorepao-ToMorpadudeckue quaranoctuaeckue kareropun OUIT
Tunuunas OUIT Bepostnag OUII | Comuurensnas | BPKT-kaptuna, He
Oull COOTBETCTBYIOLIAS
OUII

Pacnpenene | [Ipeobnaganue B | IlpeoOmamanue B | BapuaGensnoe | IlpeoGmamanue B

HUE 0a3aIbHBIX 0a3anbHBIX u | Wi JugQy3Hoe | BEpXHUX U CPEeTHHX
oraenax  (pexe | CyOmieBpaIbHbBIX oTaenax;
muhdy3HO) U | OTaenax; MepUOPOHXOBACKYIISIP
cyOIruieBpasIbHO; pacnpezeneHue Hble HM3MEHEHHS C
pacripeiesieHue MHTAKTHOCTBIO
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0OBIYHO 0OBIYHO CyOIIeBpaIbHBIX
reTepOreHHOe reTeporeHHoe OT/IEJIOB
[Tpusnaku «CoTtoBoe Peruxynspubie dubpo3 6e3 | JIroObie u3
JIETKOEY; MU3MECHEHHS C | Kakux-1mbo HePEUNCIICHHBIX:
PETUKYIISIpHBIC nepudepudeckuM | 0cOOEHHOCTEH, | mpeobiaganue
M3MEHEHHS C | M TPaKIMOHHBIMH | MO3BOJIIONIMX | KOHCOJIM/AIINHY,
nepudepruyeckuM | GpoHXO- U | 3aI10J103pHUTH pacnpocTpaHeHHOE
U TPaKIMOHHBIMH | OpoHxuosodkTaza | OUIL «MaToBOE CTEKJIO»
OpoHXo0- U | MU; OTCYTCTBYET (6e3 MPU3HAKOB
OpOHXHOJIODKTa3a | «COTOBOE oboctpenust  UNJID),
MHU*; OTCYTCTBHE | JIETKOEY; pacnpocTpaHeHHas
NPU3HAKOB, OTCYTCTBHE MO3aU4HOCTh C YETKO
MTO3BOJISTIOIINX MPU3HAKOB, OYepUYCHHBIMHU
3aI0/103pUTh MO3BOJISIOMINX «BO3/IYIIHBIMH
aIbTEPHATUBHBIA | 3aI10JJ03PUTH JIOBYIITKAMM) Ha
JIMarHo3 AJIbTEePHATUBHBIHI BBIJIOXE,
JIarHo3 MHOKECTBEHHBIC
OYaru Wiu KUCTHI

prweqcmue: * MOTYT NPHUCYTCTBOBATH cnabo BBIPAXKCHHOC «MATOBOC CTCKIIO»,

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

[Tpu BPKT-narrepue tunuunoit OUII u kTMHNYECKUX TaHHBIX, COOTBETCTBYIOMX NJID,
HE PEKOMEH IyeTCsl BHITIOJIHEHNE OMOIICHHU JIETKOTO (XUPYPTru4ecKoi, TpaHCOPOHXHAIBbHOM
WM Kpuobworicun) U OponxoanbBeosisspHoro jnaBaxa (BAJI) mms monrBepxkaeHUs
nuarnosa [32].

YpoBenb yoOeautenbHocTH pexkomenaamuii C (ypoBeHb [J0CTOBEPHOCTH
A0Ka3aTeJbCTB 5)

KommenTapuu: B coomeemcmeyioweti KiuHu4eckou cumyayuu cneyupuuHocms
nammepua munuyroi OUII ons ouaenocmuxu UJ1® npu BPKT opeanos epyoHotl knemku
oocmuzaem 94—100%, umo noszeonsiem nocmasums ouacros MJID 6e3 uneazugnvix
ouacHocmuyeckux emeutamenscma [53,54].
bonpHbIM ¢ KiauHWYeCKMM Tnono3peHneM Ha WJI® wu  BeIABIEHHMEM NaTTEPHOB
comuurenbHoi OMII mnm anprepHaruBHoro auarsosa npu BPKT opranosB rpynHoit

KJIETKH PEKOMEHTyeTCs BBINOJIHEHHE XUPYypruyeckoi oromncuu jerkoro [32].
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YpoBenb yoOeaurTeqabHocTH PpexkoMeHaauui C (YpoBeHb J0CTOBEPHOCTH
J0KAa3aTeJbCTB 5)

B nacmosawee épems onyoauko8ano HedocmamourHo 00KA3AmMenbHbIX OAHHBIX 05
paspabomku pekomMeHOayull 3a Ui NPOMu8 UCHOIb308AHUSL OpPYeUX 6uUdo8 Ouoncuu
neekoeo (mpancopouxuanvrou ouoncuu (TBPJI) unu xpuodbuoncuu) y O0abHBLIX C
KIuHuyeckum nooospernuem Ha HUJI® u nammepnom eepoamuou OUII, comuumenvHoti
OUII unu anomepnamusHnozo ouaenosa Ha BPKT opaanos epyonou knemku [32].
bonpHbIM ¢ KMHMYecKUM nono3peHueM Ha WMJID u BbIsBIIEHHEM MATTEPHOB BEPOATHOU
OMUII, comuutensHort OUII unu ansrepHatuBHoro nuaruoza Ha BPKT opranos rpyaHoi
KJIETKA PEKOMEHIYeTCS LHMTOJOTMYECKUN aHaiu3 OpOHXOAIbBEOJSIPHOTO JIaBaXka JUIs
muddepeHmranbHoN tnarnoctuku ¢ apyrumu U3J1 [32].

YpoBenb yOeaurteqbHOCTH pexkoMenaauuii C (YypoBeHb [10CTOBEPHOCTH
A0Ka3aTeJbCTB 5)

KommenTapuu: Kiemounwiti cocmas BAJI mosicem nomouwv 6 oughghepenyuanvroti

ouazcHocmuxe HJID ¢ opyeumu guobposupyiowumu H3JI. Tax, npu UIID npoyenmnoe
cooepoicanue neumpogunoe 6 bAJI eviue, uem npu cunepuy8cmeumenbHOM NHeGMOHUMme,
HCUII u 303unoghunvHoll nHeBMOHUU; NPOYEHMHOE COOepHCAHUe IOZUHOPDUN08 HuUdLCe,
yeM npu 203UHOPUNLHOLU NHEBMOHUU, NPOYEHMHOe COOepIcane TUMDOYUMO8 Huice, 4em
npu HCHII, capxoudoze, kpunmocennou opeanusyoweticsi nnesmonuu (KOII) u
aumpoyumaprnoi unmepcmuyuanvrou nheemonuu (JIMII; coommowenue CD4/CD 6 BAJI
npu UJID nusxce, wem npu capkouoose, u eviute, wem npu HCHUII [32].
Y  nanweHToB € PEHTTEHOJIOTMYECKMMH  TpPU3HAKaMH  JeroyHoro  ¢uodpo3sa,
COOTBETCTBYIOIIIUM NATTEpHY BepesFroH win coMHutensHon OMHII, npu Hamuuum
MPOTUBOMNOKA3aHUI K MPOBEACHUIO OWOMNCHM WIM TpPU HAIWYUH HEONpeAeNeHHOTO
TUCTOJOTHYECKOr0 TMaTTepHa PEKOMEHIyeTCs OMHCHIBATh KIMHUYECKUN JMAarHo3 Kak
pabounit nuarnoz MJI® ¢ nenpio Oonee paHHEro HazHAYEHUS aHTU(UOPOTHUECKOMN
tepanuu (npunoxenue b) /32,55-57].

YpoBenb yoOeautenbHocTH PpexkoMmenaamuii C (ypoBeHb [10CTOBEPHOCTH
A0KAa3aTeJbCTB 5)

Kommenrtapuu: neonpedenennwviti nammepu no oannvim BPKT OI'K swisaensemca y 30%

¢ munuunvim eucmonocuyveckum nammeprnom OUII [58]. K neonpeoenennomy nammepuy OUII

NPU3HAKU 1e204H020 Gubdpo3a Oe3 npeobradanus 6 CYONIeBpaAlbHbIX OMOenNdax U aAnuKaibHO-

bazanbHom epadueHme, covemaHue pas3iudHolx KT-nammepHoey 00HO020 U MO20 dice nayuerma,

a makoice CAy4au ¢ 02paHUYeHHbIMU NPUSHAKAMU Jle20YH020 (hubpoza [57].
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IIpu ognoBpeMenHoM BeisiBieHHH Ha BPKT opranos rpynnoit kinetku narrepaa OUII u
sM(puU3eMbl PEKOMEH]IyeTCs YKa3blBaTh B JAMArHOo3¢ KOMOMHAIMIO JIero4yHOro gpuodposa c
ambuzemoit (KJIDD) B cBsi3u ¢ 0coObIM TeueHreM Takoro geroruna MJID [32].

YpoBenb yOeautenbHocTH PpexkoMenaamuii C (ypoBeHb [10CTOBEPHOCTH
JI0KAa3aTeJIbCTB 5)

Kommenrapun: Kuunuueckou ocobennocmoto cunopoma KJIDO saensemcs

Hanuuue BbIPANCEHHOU OObIWKU NpU  HEPeoOKO HOPMATbHBIX — CHUPOCPAPUYECKUX
noxkazamensax [l], a makaxce 6Oonvwas pacnpocmpaneHHocms u  msxcecmv JII
cyuecmseeHHo yxyouanwas npoeHos 3abonesanus [59].
BonpHbIx ¢ kimHHYeckuMm noao3penuem Ha WJI®, marreppom OUII m npuszHakamu
ieBponapenxumaro3noro pudposmnacrosa (I1I1DP3) na BPKT opranos rpyaHoii KiIeTku
1ociie MHOTOMPO(MIBHOTO 00CYKIEHUSI PEKOMEH]IyeTCs pacleHHBaTh KaK OOJBHBIX C
NJI® B cBsi3U CO CXOAHBIM KIMHUYECKUM TEUYCHUEM U ITPOTHO30M ITHX 3a00JieBaHuit [32].
YpoBenb  yOenutenbHocTH — pekoMeHaanmuii C  (ypoBeHb  J0CTOBEPHOCTH
JA0Ka3aTeJIbCTB 5)

Kommenrtapuu: /11103 — npoepeccupyrowee pubposupyrowee U3J1 neuzsecmuoti
smuonocuu. Jna PO munuunvl HepasHomepHOe YmoaujeHue nieepvl U HATUYUe
Y4acmKo8 cyoniespanbHoll KOHCOIUOAYUU N1e20YHOU NAPEHXUMbL 8 8ePXHUX U CPEOHUX

omoenax neekux Ha BPKT opaanog epyonou kiemkiu.

2.4.2. Mopdoaornueckasi AMArHOCTHKA

OcHoBoit MOPQOJIOTHUECKOM JTHarHOCTHUKHA NJID SIBIIIETCSA BBISIBIICHUE

Mopdomoruueckoro nmarrepua OUIL.

Mopdonornueckuit nuarnoz OUIl pexomenayeTcst BbICTaBIATh 00ibHBIM ¢ M3JI mpu
BBISIBJICHMM B OMOMNTaTax JIETOYHOM TKAHU TE€TEPOr€HHBIX M3MEHEHUH apXUTEKTOHHKHU
JETKUX 3a CYeT Y4YacTKOB IUIOTHOrO (uoOpo3a, 4acTo ¢ (pOPMHUPOBAHUEM «COTOBBIX»
CTPYKTYp, B COUETAaHUH C YYaCTKaMHU MEHee MOPaKEHHOM (MITM COXPAHHOM) MapeHXUMBbI 1
IIPU OTCYTCTBUU MPU3HAKOB aJIbTEPHATUBHOTO 3a00s1eBaHus Jierkux [1].

YpoBenb yOeaureqabHocTH  pexkomMeHaauuid C  (YpoBeHb  [10CTOBEPHOCTH
A0KAa3aTeJNbCTB 5)

Kommenrapuu: Omu namozucmonoeuueckue usmeHenus o00OblYHO Hauboee
8bIpadicenvl 8 cyOnIespalbhblx U napacenmanvuvix sonax (Puc. 4). Hnmepcmuyuanvroe
gocnarnenue 00bIYHO 8bIPANCEHO YMEPEHHO, 8 BUOE 0UA208bIX UHPUNILMPAMOE, COCIMOAUSUX
U3 IUMPOYUMO8 U NIASMAMUYECKUX KIemOK. B 3onax ¢pubpoza moeym ecmpeuamovcs max

Hazvieaemvle ¢pudpobracmuueckue GoKycol, cocmoawue U3  NPOIUDEPUPYIOUUX
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dubpodracmos u muoghudbpoodbracmos (Puc. 5). « Comogviey cmpykmypvi npeocmagisiiom
€000l  KUCmo3Hble Noaocmu ¢ QUOPO3HOU  CMEHKOU, O00bIYHO  BbICHIIAHHbIE

6pOquOJl}lprlM numenuem, Komopble mocym codepofcamb C/lU3b U KlemKu e6ocnajlerHus

(Puc. 6).

Puc. 4. O6b1yHast MHTEPCTUIIMATIbHAS THEBMOHMSA: Y4acTKU (puOpo3a B MOAIIIEBPAIbHBIX

M IMapacenTalbHbIX 30HAX

Puc. 5. O6b1yHas nHTEpCTULIMATBHAS Puc. 6. O6b1yHast UHTEPCTULIMATIBHAS
MTHEBMOHUS: MHOPHUOpoOIacTHuecKuii pokyc  MHEBMOHUS: "COTOBBIE" CTPYKTYPHI
B MECTE TMepexo/ia PECIUPaTOPHOM

6pOHXI/IOJ'H>I B aJIbBCOJIbI

Brigenensl Heckonbko ructoiorndeckux narrepaos OUII (Taba. 2) [23].

Tadauua 2. ['ucronoruueckue narrepHsl v npuzHaku OUII

Tunmunas OUTT Bepostaas OUIT | ComHuTenbHas AJbTepHATUBHBIN JUATHO3

OUII
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[TnotusIit pudpos ¢
HapYIICHUSIMHI
ApPXUTEKTOHUKHU
JIETOYHOM TKaHU

(«coToBOE JIETKOEY)

[TpeumyIecTBEHHO
cyOruieBpaibHOE U
napacenTaibHOe
pacmpezeseHue

¢dhubpoza

Ouarossiit (HpuOPO3

dubpobnacTuyeckue

(boxychl

OtcytcTBUE

IIPHU3HAKOB

IIpucyrcrByror
HEKOTOpbIE
MIPU3HAKHU
turmmmuHor OUII,
HO HX
BBIPAXKEHHOCTD HE
IMO3BOJISIET
TOBOPUTH O
tunuyHoit OUII /
NJId

n

OTCYTCTBUE
IIPU3HAKOB
aIbTEPHATUBHOTO

3a00J1eBaHUs

NN

HaJIM4YHUEC TOJIBKO
«COTOBOI'O

JICTKOT'0»

®ubpos ¢
HAPYIICHUSIMH
APXUTEKTOHUKHU
WIH 0e3 HUX, C
pU3HaAKaMHU
natrepHa OUII
WJIM BTOPUYHOMU
OWNII, BeI3BaHHOM
JIPYTHM
buOpOTHICCKUM
3a0o0sieBaHuEM

JIErKux *

Hekoropslie
MIPU3HAKU
tunmmynor OUII,
HO IIPHU 3TOM
UMEIOTCS
MIPU3HAKU
aJIbTEPHATUBHOTO

3a00eBaHusH

ITpusnaku apyrux MAII
(Hampumep, OTCYTCTBHE
bubpobIacTHIECKUX
(OKYCOB MJIM PBIXJIBIN
¢ubpo3) Bo Bcex

ouorrarax

['ucronoruueckue
NPU3HAKHU APYTUX
3a00eBaHUM
(TUnepuyBCTBUTENbHBII
ITHEBMOHHT,
JIAaHT€PraHCOKJIETOYHBIN
TUCTHUOLIUTO3, CAPKOUI03,

TUM(aHTH0IeHOMHOMATO3)

21




AJIBTCPHATUBHOI'O

3a00JIEBaHUS

Ipumeuanus: * - I'panyaeMbl, THATHHOBbIE MEMOpPaHbI (OTIHYAIOIIUECS OT TAKOBBIX MPH
oboctpernn WNJID), BbpakeHHOE MEPHOPOHXHATIBHOE PpACIpPEIC/ICHHE HW3MEHEHUH, YJacTKH
MHTEPCTULMAIIEHOTO BOCIIAJICHUS, HE CBs3aHHbIE C (UOPO30M, BBIPAKEHHBIH XPOHUYECKUI
(GuOpO3 TUIEBPHI, OPTraHU3YIOIIASCS THEBMOHUSI.

# - BocnamuTenbHbIe KJIETOYHbIC HMHQOHIBTPATHl BHE 30H «COTOBOIO JIETKOTOY,
BBIPOKCHHAST JIMMQOUIHAS TUIEPIUIa3usi, B TOM YHUCIC C BTOPUYHBIMH T'€PMUHATHBHBIMH
[CHTPaMH, YETKOEC MEPUOPOHXHAIBHOE paclpeieiCHUe HW3MCHCHHH, B TOM YHCIE C

pacrpocTpaHeHHON NEPUOPOHXHUOJIIPHON MeTaruIa3uen.

2.4.3. DYHKIMOHAJILHASA THATHOCTHKA

Jlerounble (QyHKIHOHANbHBIE TecTbl Yy OOnbHBIX ¢ WMJI® OOBIYHO BBIABISAIOT
PECTPUKTHUBHBIC BEHTWISIIMOHHBIE HApPYIIEHUS C YMEHBIICHHEM JIETOYHBIX OOBEMOB U
cumxenueM DLco [60].

. Bcem  mamumentam ¢ MJI®  pexkomeHAyeTcs — BBIIOJHATH  UCCIIEIOBAHHE
HECTIPOBOIIMPOBAHHBIX JBIXaTEILHBIX 00BEMOB M IOTOKOB JUISI YTOYHEHHUS XapakTepa |
BBIPQXCHHOCTHU HAPYLICHH JISTOYHOM BEHTHIISAIIMY, & TAK)KE MOHUTOPHUPOBAHUS CKOPOCTH
nporpeccupoBanus NI [1].

YpoBens ybOeaurteqbHOCcTH pexkoMenaauuii C (YypoBeHb [10CTOBEPHOCTH
A0Ka3aTeJbCTB 5)

Kommenrapumn: 3nauenue gpopcuposannoti scuznennotl emxocmu neekux (P/KEJI)
0J1s1 NPO2HO3A eMANbHOCMU 8 Nepuod nocmanosku ouaznoza HUJID oxonuamenvHo He
ycmanogneno, oonaxo cHudicenue PIKEJI 6 abcontomuvix 3uavenusx na >10% 6 meuenue
12 mec. 6 npoyecce HabarOO0eHUs 3a OOJNLHLIM CEUOEMENbCIBYEen 0 NPOSPECCUPOBAHUU
3a601e6aHUsA U ABNACMCS CYPPOLAMHbIM MAPKEPOM pucka semanvhocmu [1].

. Bcem mammentam ¢ MJID pexkomenayercs usmepeHue Iud@y3MoHHON CHOCOOHOCTH
JeTKUX MO0 MOHOOKcHUAy yriepoaa (DLco) ans BBIABICHHS HapyLIeHHH Ta3000MEHHOM
¢yHkuum nerkux [1].

YpoBenb yOeaurenbHocTH pexkoMeHgauuii C (ypoBeHb J0CTOBEPHOCTH
A0Ka3aTeJbCTB 5)

Kommenrapun: Benuuuna DLCO <40 % om 001dcho20 3HAuYeHUs 6 nepuoo
nocmanogxu UJ1® aersemcs docmosepuvim pakmopom pucka cmepmu [61]. Crudicenue
DLco 6 abcomomnuvix snauenusx na >15% (napaoy co chuscenuem ©OIKEJI unu 6e3

mako6o2o) 6 meuenue 12 mec 6 npoyecce Haba0OeHUus 3a OOIbHLIM NPU OMCYMCMBUU
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ANbMEPHAMUBHBIX NPUYUH  C8UOEMEeNbCMBYen O NpPOoSPeccuposanuu  3a001e6anus U
ABNAEMCS CYPPOCAMHBIM MapKepom pucka nemanvhocmu [1]. Ha pannux cmaousx UJID
Modcem ObImb BbIAGNIEHO U30IUPOBAHHOe cHudiceHue DLco npu HOPpMATbHLIX 1€20UHbIX
obvemax. Ilpozcpeccupyrowee uzonuposannoe cHudcenue DLco npu monumopuposanuu
meuenus 3a001e8anus mpebyem UCKIIOYEHUS NAMONOSUU e20UHbIX COCYO08, 8 Nep8yio
ouepeos, 1e2ounoll cunepmenzuu [62].
Bcem manmmentam ¢ MJI® pekoMeHyeTcs BBITOIHATE TECT ¢ 6-MHUHYTHOM X016001 (6-MT)
U  OOBEKTHUBHOW OIEHKM WX (YHKIIMOHATBHOTO COCTOSIHUS, TOTPEOHOCTH B
KHUCITIOPOJIOTEPAIIUH, ONPEICIICHUH MTPOTHO34, a TAKXKe OLIEHKH 3()(PEKTUBHOCTH JIETOYHOM
peabwmtaryu [1].

YpoBenb yoOenuTejgbHOCTH pexkoMeHaanuii C (ypoBeHb Jd0CTOBEPHOCTH
A0Ka3aTeJbCTB 5)

Kommenrtapuu: [lpoecnocmuueckoe 3nauenue umerom HecKoIbKO napamempos 6-
MT: npouidennoe paccmosnue, decamypayus < 88% u ckopocms 80cCmMano81eHUs NY1bCa
no oxonuanuu mecma [63-65]. 6-MT noszeonsiem npocHo3uposams 1emaibHOCMb OObHLIX
HJID, oorcuoarowux mpancnianmayuro neekux [66,67]. 6-MT ne noxazam O0nvhbim, y
KOMOpbIX X00b0a TUMUMUPOBAHA OPY2UMU NPUYUHAMU (Hanpumep, namoJiocueti OnoOpHO-

odgucamenvbHo20 annapama), u 601bHLIM ¢ NO30HUMU cmadusamu UIID [68].

2.5 UHble fTUarHocTuYeckmue Nccjaei0BaHus

MuoronpogunbHoe oocyxaenue (MIIO) pexkomeHayeTcst HpOBOAUTSH /ISl BCEX MAllUEHTOB
c nogo3penuem Ha MJID ¢ nenpio noaTBepkaenus auarunosa NJID u o6cyxaeHus TaKTUKA
neuenus [25,33].

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

Kommentapun: MI10 neodxooumo eécem 6onvuvim ¢ ghubpomuueckumu M3J1 ona
VCMAHOBNEHUsL OUACHO3d, OnpeoeieHusi NOMPeOHOCMU 6 OUONCUU N1e2K020 U OpYeux
OUACHOCMUYECKUX MEPONPUAUSAX, d MAKHCe 8blOOpa ONMUMAanbHou mepanuu. B cocmas
MHO2ONPOPUALHOU 2pYNNbL  CREYUATUCTNO8 OOJIHCHbL 005A3aMeNbHO  8X00UMb  8PaY-
NYIbMOHONI02, 8PAY-DEHMEEHONI02 U 6PAY-NAMOL020AHAMOM C ONbIMOM OUACHOCMUKU
HU3JI, maxowce 603M0dCHO yuacmue 6paua-peemamonozd, epada-npognamonoa, 8
omoenbHbIX cyuasx — epada-2eHemura. Q06CyscoeHue Moxcenm npo8oOUMbCs ¢ NOMOUbIO

menemMeouyUHCKol Kommynuxayuu [33].
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3. JleueHue, BKJIKOYAS MeTUKAMEHTO3HYI0 H HEMeIUKAMEHTO3HYI0 Tepanum,
AMETOTEPANuIo, 00e300,1uBaHNEe, MEIMIUHCKHE IOKA3AHUS H

NMPOTHUBOINOKA3aHUA K IPUMCHCHUIO METOA0B JICUCHUSA

3.1. KoncepBaTuBHOeE JieueHH e

3.1.1. MeaukaMeHTO3HOE JeUeHue

B Hacrosiee Bpemst MoHotepanus I'KC ne pexomennyercst st neuenus NI [69-73].

YpoBenb yoOeaurTeqabHocTH pexkoMeHgauuii C (ypoBeHb J0CTOBEPHOCTH
JI0KAa3aTeJIbCTB 5)

Kommentapuu: /1o 0anubim pempocneKmusHbIX Ucciedo8anuti, MOHOmMepanus
I'KC ne nusiem na sviscusaemocmov donvuwvix UJID [69,70]. [Jnumenvnaa mepanus ' KC
MOdICem CONPOBOAHCOAMBCI Cepbe3HbiMU NOOOUHbIMU dhhexmamu [71-73].

B Hacrosmiee Bpems Tepanusi IpOTUBOOITYXOJIEBBIMU MpenapaTaMu (LIMTOCTaTUKAMHU ), KaK
B BUJIe MOHOTepanuu, Tak 1 B komOuHanmu ¢ I'KC, ne pexomenayercs s neuenus NJ1D
[2].

YpoBenb yOeaurteqbHOCTH pexkoMenaauuii C (YypoBeHb [10CTOBEPHOCTH
A0Ka3aTeJbCTB 5)

Kommenrapuun: B nacmoawee epems nem ydoeoumenvbHuiXx 0oKa3zamenbcme oo
VAyYueHuu  evidcusaemocmu  O0onvHulix  HJID, nomyyaswux npomugoonyxoiegvie
npenapamul (Yyumocmamuxu) (aHanro2u azomucmozco unpuma. yukiogocpamud** (Koo
ATX: LOIAAOI), opyeue ummynooenpeccanmul: azamuonpun™* (Koo ATX: L04AX01))
Kak 6 euoe moHnomepanuu, max u npu xomounayuu c¢ I'KC [I]. Tepanus
NPOMUBOONYXONEBbIMU Npenapamam (YUmocmamukamy) Moxcem COonpo8oHcOAmMbCsl
pazsumuem cepbesHbix N0OOUHbIX 2 pexmoa.

Momnotepanuto aneruwiniucrenHom™*  (Kox ATX: RO5CBO1) He pexomeHmyeTcs
Ha3zHayaTh BceM 0onbHbIM NJI® B pyTHHOM nopsiaxe [2,74].

YpoBenb yoOeaurenabHocTH pexkoMeHaauuii C (ypoBeHb J10CTOBEPHOCTH
A0Ka3aTeJbCTB 5)

Kommentapuun: Monomepanus ayemunyucmeurom** docmoeepno ne ynyuwana
HU OOUH U3 3HAYUMbBIX 018 OO0IbHO20 NoKazamenell, 6KI4das evlicusaemocmn [75,76].
Tepanusa ayemunyucmeunom™* moorcem Ovimo d¢hghexmuenou y nayuenmos UJID c
onpedeneHHbiMU  2eHemudeckumu  noaumopguzmamu  (Hanpumep, TT eenomunom

TOLLIP), a maxoice y 60IbHbIX UHMEPCMUYUANLHOU NHEBMOHUEU C aAYyMOUMMYHHbLMU
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nposignenusamu (npu  Hamuvuu KT- wiu eucmonocuveckoeo nammepua OHIT u
nonoxcumenvuvix AHA) [77].

KomOunupoBanHnas Tepanus ANETHIIIUCTCHHOM ™ * azaTuonpuHom™** u
npenuauzononom** (Kog ATX: HO2AB06) («TpoiiHas KoMOWHAIU» ) HE PEKOMEHIYETCS
st neyenus IO [2].

YpoBenb yOeaurTeqabHOCcTH PpexkoMeHaauui C; ypoBeHb J0CTOBEPHOCTH
J0KAa3aTeJabCTB 5.

KommeHnTapuu: Kombunuposanuas mepanusl nepopanbHLIM
ayemuayucmeurom**, azamuonpunom** u npeonuzononom** («mpotinas KomouHayus»)
He 0Ka3vleaem 3HAYUMO20 GIUAHUA HA (QYHKYUOHANbHbIE NOKA3amenu, 1emailbHOCmb U
yacmomy obocmpenuui UJID [78,79].

AmMoOpm3enTan** (Kom ATX: C02KX02) He pexkomenmyercs s jedeHus WJID
HE3aBUCHUMO OT HaJIM4YMs uin orcyTcTBus y HUX JII™ [2].

YpoBeHnb yoOenutTejabHOCTH pexkoMeHaanuii C (YpoBeHb Jd0CTOBEPHOCTH
JA0Ka3aTeJIbCTB 5)

Kommenrapun: Eciu nayuenm c¢ WUJI® u JII' npunumaem ambpuszenman™**,
JleyeHue O0IHCHO ObIMb NPEKPAUEHO 8 CA3U C NPOSPECCUPYIOUSUM CHUNCEHUEM N1e20UHOU

@yuxyuu Ha pone mepanuu amopuzenmanom** y 6onvuvix UJID [80]

Cunnenadpun  (Kog ATX: GO4BEO03), 6ozenran™** (Kom ATX: C02KXO01) wu
maruTeHTan** (Kog ATX: C02KX04) ne pekomenayrotcest s nedenust LD [2].

YpoBens ybOeaurteqbHOCTH pexkoMenaauuii C (YypoBeHb [10CTOBEPHOCTH
A0Ka3aTeJbCTB 5)

Kommenrapun: Cundenagun, bozenman** u mayumenman** ne pexomenoyemcs
npumensims 051 nedenus UJID 6 cesasu ¢ omcymcemeuem nOoLOHCUMENbHbIX KIUHUYECKUX
Pe3yIbmamos U 8blCOKOU Yacmomou cepbe3Hvlx nobounwvlx 3¢ppexmos [2]. Cundenagun
MOdHCEm UCNONb308aMbCsL Y 60abHbLIX UJID no Opyeum nokazanusm, makum KaK 1e20uHdsl
2unepmensus unu opyaue apuanmol OUCHYHKYUU npasoco dxcenyoouxa [2]. bozenman™*
u mayumenman ** He 0KaA3LIBAIOM NOJOHCUMENLHOSO BIUAHUS HA TIE20UHYIO 2EMOOUHAMUKY

y bonvrbix UJID oaxce npu nanuuuu JII' [2].

Bapdapun** (Kog ATX: BOIAAO3) e pekomenyercs ais nedenus: NJID [2].
YpoBenb yoOeaurenabHocTH pexkoMeHaauuii C (ypoBeHb J0CTOBEPHOCTH
A0KAa3aTeJNbCTB 5)
Kommenrapun: [lpumenenue nepopanvrnoco eapgapuna™* ona nevenus HUJID

CBA3AHO C NOBblUEHUEeM PUCKa 1emanbHo2o ucxooa [81] Ilpu naruuuu y 6onvrnoco UJID
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NOKA3aHULL K AHMUKOA2YIAHMHOU mepanuu, Hanpumep, mpomoo3a 21yO00Kux 6eH 20JeHu,
MepyamenvHol — apummuu, — 6apgapur  Modcem — UCNONb308AMbCA 8  Kauecmee
AHMUKOARYTIAHMA 8 COOMEEMCMEUU C CYUWECMEYIOWUMU KTUHUYECKUMU PEKOMEHOAYUAMU
018 JledeHus smux 3abonesanuul. JlanHas pexkomMeHOAyusi He pAcnpoCmMpaHsemcs Ha

npumeHenue Opyeux aHmuKoazyisHmos, HA3Ha4aemvlx no Opy2um NOKA3aHUsAM [2].

WMHruburopsl MpOTOHHOTO HAcOca PEKOMEHIYIOTCA B JieueHUH OoibHbIX WJID mpu
HaJIMYMU KIMHUYecKu 3Haunmoro ['OP [82,83].

YpoBenb yOeaurteqbHOCTH pexkoMeHaauuii C (YypoBeHb [10CTOBEPHOCTH
J0KA3aTeJIbCTB 5)

KommenTtapuu: B psade ucciedosanuii ycmanosieHo, ymo 0obagienue K mepanuu
HIID uneubumopos npomownnoco uacoca noswviuaem DPKEJI, crudxicaem wacmomy
obocmpenuti [82] u ynyuwaem evidicusaemocmo oOoavHvix HJID@ [83]. Bonvhoie,
noayuarowue nuppenudon** (Koo ATX: L0O4AX05), ne O0oadchbl  J1eyumvcs
omenpazonom™* (Koo ATX: A02BC0I) 6sudy HedceramenbHo20 J1eKAPCMBEHHO20
83aUMOOeliCMBUs, 8 MO 6peMs KaKk opyaue UHSUOUMOPbL NPOMOHHO20 HACOCA MO2YM
UCNONIBL308AMBCSI OOHOBPEMEHHO ¢ Nup@enudoHom ** [83].

Bcem 60nbpHBIM MJI® pexomeHayeTcs jgeueHue NpoTHUBOOIYXOJIEBbIMU IIpernapaTaMu U
IPYTUMH  HMMYHOJENpeccaHTaMud  (aHTU(GUOPOTHYECKUMH  Tpermaparamu) — —
HUHTeTaHNOOM™** i mupdenugonom™* [84].

YpoBenb yOeauteqbHOCTH pexkoMeHaanuii B (ypoBeHb [10CTOBEpPHOCTH
AoKa3zareabeTs 1)

Kommenrtapuu: B nacmoawee epemsa knunuueckas 2¢pgpekmusnocms 6 neyeHuu
HJID ooxazana monvko 0 08YX npenapamos, 3apecucmpuposannvix 6 Poccutickoii
Dedepayuu: Hunmeoanuvba** (Koo ATX: LOIXE31) u nupgenudona™* (Koo ATX:
L04AX05).

Tepanus nunmeoanubom™* unu nupgpenudonom™* nozeonsem 3amopmozums
ckopocmub cHuxcenusi OIKEJI, ymenvuums puck obocmpenuti UJI® u puck nemanvnozo
ucxooa [85-88].

Pe3ynomamut uccnedosanuii u3 peanvbhoti NPakmuxu noOmMeepoOUU CHUICEHUE PUCK
JemanvHoeo ucxooa y nayuenmos ¢ UJID® na gomne mepanuu nHummeoanubom™* unu
nupghenuoonom™* [89-91].

Ilokazana cxoonas s¢ghgexmuenocms Hunmeoanuba™* u nuppenudona** y

O0NbHBIX € pasHoU msdicecmvblo QYHKYUoHaNbHbIX Hapywenutl [87,92]. Ilockonvky yenvio
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JIeYeHUs ABNAEeMCs 3amedileHue npoecpeccupoeaHus 36160.716661Huﬂ, ONUMENbHOCb JIeYeHUs.

He onpedenena [32].

Pexomenpanuu 1o MCNoOIb30BAHUIO PA3HBIX I'PYIII JIEKAPCTBEHHBIX CPEICTB B TEPAIUHU

NJI® cymmupoBaHbl B TabuIle 4.

Tabauua 4. Pexomenpanuu no papmakosoruueckor tepanuu NJID

Tepanus He Tepanus
He na3znauars Tepanus BO3MOKHA
PEKOMEHI0BaHa PEKOMEHI0BaHa
Azatuonpun®* + I'KC AnTtHpedIIroKCHas Hunrenanu6**
k3k
MPETHU30JIOH™™ + L{uToCcTaTHKN Tepanus Hupderngon™*
Aunerunuucrenn™* -
bosenran
(«TpoitHas
Manurtenran™*
KOMOWHAIIHS)
Cunnenadun
Bapdapun**
ANeTHIIIUCTEHH * *
AMOpuseHTan™**
. Benenue OonbHbix MJI® ¢ XpoHMYECKMM KallUIEM PEKOMEHIYETCS OCYIIECTBISAThH I10

IPUHLIMIIAM, IPUHATHIM JUIsl BEICHUS APYTUX OONbHBIX C XpPOHUUECKUM KaiuieM [93].

YpoBenb yoOeauTeabHocTH pekoMenaamuii C (YpoBeHb J10CTOBEPHOCTH

A0Ka3aTeJbCTB 5)

KommenTapun:

ybeoumenvHble  OaHHble O

nOJ0AHCUMENIbBHOM

GIUAHUU

anmughubpomuueckoli mepanuu Ha Kawinesou cunopom npu UJI® na mexywui momenm

omcymemeayrom [94].

e V OonpHpix MJI® ¢ XpoHMUECKUM KallleM HWHTUOUTOPHI

peKoMeHayeTCsl Ha3HavaTh TOJAbKO Ipu Hanuuuu ['OP [93].

IMPOTOHHOI'0 Hacoca

YpoBenb yoOeautenbHocTH PpexkoMmenaamuii C (ypoBeHb [J0CTOBEPHOCTH

A0Ka3aTeJbCTB 5)

BonpHBIM ¢ XpOHWYECKHM KamuieM, peppakTepHbIM K CTaHIAPTHOM Tepamuu |
HAPYIIAOIMIUM TTOBCETHEBHYIO aKTUBHOCTH OOJBHOTO, MpU HEIPPEKTUBHOCTU APYTUX
METOJ/IOB JICUCHUSI PEKOMEHIYETCS HA3HAUYCHHWE OMHOMJHBIX aHAIBI€THUKOB B paMKax
MaJTHaTUBHOM oMoty [92, 95].

YpoBenb yOeautenbHocTH Ppexkomenaamuii C (ypoBeHb [J0CTOBEPHOCTH

A0KAa3aTeJNbCTB 5)
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Kommenrapuu: [lpu HasHaueHuu ONUOUOHBIX AHALEEMUKOS Mpedyemcs
mujamenvbHas oyeHKa 3¢gekmusHocmu u nodOoUHbLIX d¢hhexmos uepes 1 Hedenro neyeHus

U 3amem exdcemecsuHo 8 nepuoo ux ucnonvzosanus [83].

Meroasl Tepanuu oboctpenus MJID ¢ mokazaHHOW dS(PPEKTUBHOCTBIO, BKIOYAsS
JIeKapCTBeHHbIE cpencTBa, coaepxkammue ['KC, orcyrcTBytoT. bonee panHee yMEHBIICHUE O3B
I'KC npu oboctpernun NJID accouuupoBaioch ¢ Jy4IIUM HPOTHO30M y mamueHtoB [96]. B
HACTOSIIEe BpeMsi HEBO3MOXKHO IMPEAOCTaBUTH ClielU(DUUECKHUE PEKOMEHAANNHA O J103aX, ITyTH
BBeZIcHUsT M jnutenbHocTH Teparuu [ KC mbo npyruMu JeKapCTBEHHBIMH TpenapaTaMu Mpu

ob6octpenun NJID [32, 97].

3.1.2. HemMeaukaMeHTO3HOE JeUeHue

JlnurenpHag kuciopomorepanus (JIKT)

. [Taruentam ¢ NJI® u kIMHUYECKH 3HAYUMOMN rUMokcemuen B nokoe (mpu SpO2 MeHee
88% B 1MOKOE MpHU ABIXaHUU KOMHATHBIM BO3/TyX0OM) pekoMeHryeTcs npoBeaenue JIKT [1].
Yposenb yOeaurtenbHocTH Ppexkomenaanuii C (ypoBeHb [10CTOBEPHOCTH
JA0Ka3aTeJbCTB 5)
KommenTapuu: Kocsennvie ookazamenvcmea o noavze KT npu UJID ocnosansi
HA OQHHBIX, NOJYYEHHBIX 051 OOJILHBIX XPOHUUECKOU 0OCMPYKMUBHOU 00Ie3HbIO J1e2KUX
(XOBJI). Ananocuuno 6onvHuim ¢ XOBJI, npu naznavenuu JJKT 6Oonvnvim HIID ee
ONIUMENbHOCMb QO0INCHA COCMAsIAmsb He MeHee 15-17 uacoe 6 cymku, @Knoyas nepuoo
Hounoe2o cHa [98,99].

HewnBaszuBHas BCHTUJIAIINSA JICTKUX

. [Tpumenenue HenHBa3uBHOM BeHTW MK Jerkux (HBJI) ¢ momoxxuTenbHbIM naBieHneM
Ha BJI0OX€ peKoOMeHayeTcs y nanueHToB ¢ MJID u runepkanHuet BoO BpeMs CTalluOHaApHON
neroyHoit peabwiuranmu [32], a Takke y OONBHBIX C OCTPOM JIbIXaTENbHOMN
HepoctaTouHocThio (OJ1H) Ha done obocTpenus UIID [100].

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

Kommenrtapuu: HBJI ¢ nonoscumensusvim 0agieHuem Ha 800Xe 80 8pemMs HOUHO20
cHa y bonvHvix ¢ M3JI, exnwouas HUJID, u eunepkanuueil yayyuiana nepeHOCUMOCHb
Qusuueckotl Haspy3Ku u kavecmeo dcusnu [101].

Tonoxcumenvuoiii 2¢hgpexm 6 6uode cuudicenuss nemanvrocmu om OHH u pucka
unmybayuu Ovl1 docmueHym y Hebonrouio2o yucia (44 - 45%) 6onvusix, xomsa omcymcemeue
HBJI ne enusno na npoenos ymepuiux 6onvuuix [100].

HckyccrBennas sBeaTmaims gerkux (MBJI)
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bonsmuacTBY 600bHBIX NJID HE pexomenayercs nposenaeHue MBJI 3a uckmroueHuem
ClIy4aeB, KOI/Ia IUIaHUPYETCs MPOBEICHUE TPaHCIUIaHTAUK Jierkux [1].

YpoBenb y0enutTejibHOCTH pexoMeHaanuii C (ypoBeHb /0CTOBEPHOCTH
J0KA3aTeJIbCTB 5)

Kommentapuun: Onyoauxosano ueckolvko Heborvwiux uccieoosanuti UBJI y
oonvubix ¢ UJID u OvixamenvHOU HeOOCMAmMOYHOCHbIO, 80 8CeX NOJYUEHd BblCOKAs
eHympuborvuuynas aemanviocms  [102-104], xomsa uccredosanus Heciu  Puck

cucmemamuyeckux oumubox.

3.2. Xupypruueckoe jJedeHue

TpaHcrIaHTaus JIETKHUX

[MTanimentam ¢ WJI® npu Haauyuu COOTBETCTBYIOIMX moka3zanuii (Tabn. 35)
PEKOMEHIyeTCsl IPOBEICHUE TpaHCIIaHTauu jerkux [105].

YpoBenb yOeauTtesibHOCTH pexkoMenaauuii C; yYpoBeHb [10CTOBEPHOCTH
JA0Ka3aTeJbCTB 4.

KommenTapuu: B omoenbHbX UCCIe008AHUAX NOKA3AHO CHUMCEHUe DPUCKA
JIeManbHO20 UCX00a 8 meyeHue 5 jem nocie mpaucnianmayuu y 6onvuvix UJID [105],
00HAKO MOYHble OaHHble O HauboIee ONMUMALIbHOM 8PEMEHU MPAHCNAAHMAYUU NPU DMOM
sabonesanuu omcymcemeyrom [32]. B cucmemamuueckom 00630pe 54 uccredosanuil
nokaszana 6o.ee XOpOowidsi 8bIHCUBAEMOCMb NOCIe MPAHCHIAHMAYUU 000UX 1e2KUX NO
CPasHenuio ¢ MpaHcnIaHmayuell 00H020 J1e2Ko20, 0OHAKO MU pe3yibmamyvl Mo2ym Oblmb
C653aHbl ¢ 0CODEeHHOCmAMU O0mbOopa OONbHLIX 01 O00HO- JUbO 08YCMOPOHHEN
mpaucnaaumayuu  neekux  [105].  Hamuuue HJID ne  yeenuuusaem  puck
BHYMPUOOTLHUYHOU lemanbHOCmU nociie mparncnianmayuu neekux [106]. Ucnonvzosanue
anmugubpomuyeckux — npenapamos neped  NpogeOeHueM  MPAHCHIAHMAYUY  He
yeenuuusaem puck NOCAeONepayUoOHHbIX OCLONCHEHUL U YMeHbulaem pPUCK NepeuyHol
ouchynkyuu mpauncniaumanma u 90-onesnoii remanvrnocmu [107,108].

Taoauna 5. [Tokazanus k TpancrianTanuu Jierkux mpu UJID [32].

Mopddonornueckuit wnu KT-natrepn OUII mitoc oauH U3 MPU3HAKOB:
* DLco aHIKE 40% OT JOIDKHBIX BEIMYHH

» Camxenne O@XKEJI va 10% u Ooinee B Teuenne 6 Mec HAOIIOAEHUS

» Camxenue SpO, Huxke 88% Bo Bpems 6-MT.

* «CortoBoe nerkoe» Ha BPKT (> 2 6amnoB mo mkane ¢udposa).
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4. MequuuMHCKas peaduaIuTalus U CAHATOPHO-KYPOPTHOE JIeYeHHUe,
MeIMIMHCKUE MOKA3aHUA W MPOTUBONOKA3aHUA K NPUMEHEHUI0 METO/I0B
MeIUIUHCKOI peadWIuTanum, B TOM YHCJIe OCHOBAHHBIX HA MCIOJIb30BAHUMN
NPUPOJHBIX JeuyeOHbIX (PAKTOPOB

. Bcem manmentam ¢ NJID pexoMmeHIyeTcss TPOBOAMTH JICTOYHYIO PEaOMIUTAILINI0, 00BEM

KOTOpOM ompenesnsercs TSKeCTbIo cocTossHUs OospHOro [109, 110].

YpoBeHb yOeauTeabHOCTH PpexkoMeHaanuii B (ypoBeHb [10CTOBEpHOCTH

JI0KAa3aTeJIbCTB 2)

Kommenrtapuu: Jlecounas peabunumayus 6o1vusix ¢ UJ1D oondicna exirouame a’spodivie
MPEHUPOBKU CKENeMHOU U ObIXAMENbHOU MYCKYIamypwvl, obpazosanue 00bHbIX, KOPPEKYUIO
HYMPUMUBHO20 CMAmMyca U NCUXOJI02UYECKYI0 NOMOWb. DM Mepbl MO2YM YMEHbUIUMb 0ObIUIKY,
VAYYUUMb NEPEHOCUMOCIb NOBCEOHEBHbIX PU3UUECKUX HA2PY30K U KAYeCMB0 HCUSHU He3ABUCUMO

om msdicecmu hyHKyuornanouvix Hapywenuu [109, 111-114].

5. IIpodpunakTuka U AUCNIAHCEPHOE HADIIOIeHNEe, MeIMIIUHCKHE MIOKA3AHUS U

INPOTHBOIIOKA3aHUA K IPUMECHCHHIO METO/10B l'[pO(l)I/I.]'laKTI/IKI/I
Hab6monenue 3a 6ombHbiMEH WJID HEOOXOAMMO I aKTUBHOTO BBISBJICHUS CIydacB

MIPOTPECCUPYIOLIETO TeUEHUsI 3a00NEBaHUs, IJIS OLEHKH TUHAMHKUA CHMIITOMOB M BBISIBICHUS

OCJIOKHEHUH Tepanuu [1].

. Bcem mammentam ¢ MII® pexkomenayercs wusmepsate PXEJI m DLco s
MOHHTOPHPOBAHHS TEYCHUS 3a00JICBaHHUS B TIOBCEIHCBHOW BpauyeOHOW MPAKTUKE C
uHTepBajoM B 3 — 6 mec [1].

YpoBenb yoOeautenbHocTH PpexkoMmenaamuii C (ypoBeHb [J0CTOBEPHOCTH
A0Ka3aTeJbCTB 5)

Kommenrapum: B HecKonbKux KO2OpMHBIX — KIUHUYECKUX — UCCIE008AHUAX
NnOOMEePIHCOeHo, Umo CcHuxceHue aocomomuvlx 3Hawenut DKEI na 10% (c
00HOB8pemenHbiM cHudxcenuem DLco unu 6e3) nubo cHudicenue adconmomublx 3HAYEHUl
DLco na 15% (c oonospemenuvim crudicenuem OIKEJI unu 6e3) aensemcs cyppocamusvim
MapKepom JemanbHOCmMu U, Npu  OMCYMCmeuu Opyux OObACHEeHUU, MAapKepom
npoepeccuposarnus 3abonesanus [61,115]. Ilpoepeccuposanue boneznu maxice modxrcem
ompaxcamv meHvuee (Ha 5-10%), no neyxknonnoe chusxcenue CKEJI [116].

o [Tpu kaxxnom mocemeHun OonpHOro MJID pexomeHmyeTcsi OleHMBaTh OKCUTCHAIIMIO B
MOKOE C MOMOUIBIO IMyJIbcokcuMmerpa [1].

YpoBenb yoOeautenbHocTH PpexkoMmenaamuii C (ypoBeHb [J0CTOBEPHOCTH
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JI0KAa3aTeJbCTB J)

Kommenrapuu: Okcucenayus ¢ NOMOWDbIO  NYIbCOKCUMEMPA  OO0JHCHA
OYEHUBAMBCA 8 NOKOE U NPU PUBUUECKOU HA2PY3Ke Y 6ceX DONbHbIX 6He 3a8UCUMOCMU OM
CUMNMOMO8, OJisl BblAGleHUs nompebHocmu 6 Kuciopooomepanuu. Taxue uzmepeHus
cnedyem 8bINOJIHAMb UCXOOHO U Yepe3 Kadicoble 3—6 mec. Haba0eHUs.

o [Tpu GpICTPOM YXYAIICHUH PECTTUPATOPHBIX CHMIITOMOB CIIEAYyEeT HCKIIFOUYUTH 000CTPEHUE
NJI® u npyrue Bo3MOxkHbIE IpUUKHBL, Hanipumep TOJIA, mHeBMOTOpaKe, peCIMpaTOPHYIO
uH(peKuo, acnupanuo [ 1].

YpoBenb yoOeaurTeqabHocTH pexkoMeHaauui C (ypoBeHb J0CTOBEPHOCTH
J0KAa3aTeJIbCTB 5)

Kommenrapuu: V Oonvuvix UJI®@ mozym pazeusamscsi makue conymcmsyroujue
cocmosinus, kax JII', TOJIA, pax neekoeo, UBC, komopvie 61usitlom HA GbIHCUBAEMOCHID.
O0Hako poib pymuHH020 CKPUHUH2A OJis1 OUACHOCIUKU YMUX COCMOSHUL U 3A001e6AHULL Y
bonvuvix UJID (nanpumep, esxcecoonas BPKT 0ns pannetl OuaeHoCmuKky paka 1e2ko2o) He

usydena.

6. Opranusanus oka3aHusi MeIUIUHCKOH MOMOIIH
IInanoBoe Benenue OonbHOro ¢ MJID ocymecTBisercss B yCIOBHUAX IEPBUYHON
crenuaiu3upoBaHHON (aMOyJIaTOPHOM ) MEAUIIMHCKON MTOMOIIIH.
[ToxazaHust U TOCTIUTAIA3AINN B MEUIIMHCKYIO OPTaHU3AIINIO:

1) maHoBasi TOCIMTANN3ALUSA B CTALMOHAP OCYIIECTBISAETCS JUIsl HOATBEPXKICHHSI IUarHo3a
NJI® (BbINOIHEHUE XUPYPIHUECKOW OMOIICHHU JIETKOTO0);

2) SKCTpeHHas TOCNMTAIM3alUsl B CTAallMOHap ocyliecTBisercs npu oboctpeHun WNIID
(HapacTaHue OJBIIIKH, YXYAIICHHEe OKCUT€HAIUN ) JIMOO MpU pa3BUTHH ociokHenuit NJID
(TOJIA, octpast HHGEKIUSA HUKHUX JIbIXaTeIbHbBIX MyTeH).

IToka3aHus K BBIMMCKE MAllMEHTa U3 MEAUIIMHCKOM OpraHu3aluy:
1) crabunu3anusi KTHHUYECKOTO COCTOSHUS;
2) caTypanus KpOBH KHUCIOPOJIOM He HIKe 93% B IMMOKOE PH ABIXaHUH KOMHATHBIM BO3yXOM

WK Ha (I)OHC KHCJIOpOAOTCpAIInu.

7. JonosHuTeIbHAst MH(poOpMAaLus (B TOM 4YUCIe (PAKTOPbI, BJUAIINE HA

HUCX0/1 3200/1eBAHUSIUJIN COCTOSTHUA)

B cumy Bo3pacra - 60 et u crapiie — y 60onbpHbIX MJID gyacTo MMEIOTCS MHOTOYHCIIEHHBIE
COMYTCTBYIOIIHE 3a00JICBaHUS, OCIIOKHSONIHE TeueHue U JedeHne NJID n HeraTuBHO BIHSIONINE

Ha [IPOTHO3.
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Pak jerkoro

Y 10-14% mnanuentoB ¢ WUJI® pa3BuBaercs nepudepudeckuii pak yerxkoro [117,118].
Oco0eHHO YBETMYMBACTCS PUCK Pa3BUTHS IIOCKOKIETOUHOro paka [Zheng 2022]. NJID u pak
JIETKUX UMEIOT o0mmue ¢GakTopbl puUcKa M maroreHeTHueckue mMexaHusmbl. Coueranue WJIOD c
PaKoM JIETKOT0 3HAYUTEIbHO IMOBBIIIAET PUCK JIETAILHOTO MCXO0/a M0 CPABHEHUIO C OOJbHBIMU
NJI® 6e3 paka nerkoro [120, 121]. BepkuBaeMocTh nanueHToB ¢ pakoM jerkux u MJI® nocne
OTIEPATUBHOTO JICYCHHUSI BBIIIIE, YEM Y TIAIIIEHTOB, KOTOPBIM HE OBLIO MPOBEACHO XUPYPTHUECKOE
BMmemarenbctBo  [121]. YV  mammentoB ¢ MJI® wu  pakoM Jerkux, MOJTYYaroIIMX
aHTU(UOPOTUUECKYIO TEpaNuio, JETAIBHOCTh OblJIa HUXKE, YeM Yy MAllMeHTOB, HE MOJYy4YaBIIMX

JaHHyo Tepanuio [121].

JleroyHnasi runepTeH3us

JII' - noBeimienue cplJIA > 25 MM pT.CT. 110 JAHHBIM KaTe€TepU3aLMM TPaBbIX KaMmep
cepaua - HambOosee yactoe ocioxkHeHue MJID (20 - 84 %, mo naHHBIM pa3HBIX aBTOPOB).
®opmuposanue JII' BeeT K yCUIICHHUIO OJIBIIIKHA, CHUKCHHIO (PM3NICCKUX PE3EPBOB IMAIMCHTA,
MOBBIIIAET PUCK JIeTaIbHOrO ucxoaa [1, 122].

° bonbmimucTBy GonmpHbIX MJI® ¢ JII' He pekoMeHayeTcss Ha3HaueHUE Crenu(PUUECKUx
npenaparoB s JiedeHus JII', ogHaKo y OTACNIBbHBIX OOJIbHBIX Takas Tepamusi MOXKET
YIIYYIIUTH JIETOYHYIO TeMOJIMHAMUKY M MIEPEHOCUMOCTh (pr3nmueckoi Harpy3ku [1].

YpoBenb yoOeautenbHocTH pexkomenaamui C (ypoBeHb [J0CTOBEPHOCTH

A0Ka3aTeJbCTB 5)

KommenTapuu: B yenom, naubonee obocrosannvim memooom mepanuu JII" npu
3a0601e8AHUAX Ie2KUX OCMAemcsl OTUMENbHASL KUCIOPOOOMepanus 6 OOMAUHUX VCI0BUSIX.

YV 6onvuvix ¢ maxcenou JII' (cplJIA > 35 mm pm.cm.), 603mModcHa NpoOHAs Mmepanusi

cunoeHaghuIiom, KOMopwviti MONHCEM YIYYULUMb N€20UHYI0 2eEMOOUHAMUK) U NEPEHOCUMOCTD

Qusuueckotl Haspy3ku 6e3 yxyoweHnus okcueenayuu [123-125], ecmv omoenvhvie 0aHHble

0 NOJIONCUMENbHOM GIUAHUU CUTIOeHaghula Ha TemanvHocmy y nayuenmos ¢ UJI® [126].

Takoce ecmv omoenvhbie OAHHbIE O NOLOANCUMENbHBIX IPPEeKmax UHeANAYUOHHO2O0

unonpocma (Koo ATX: BOIACI1) [127] u 603enmana [128]. Heobxooumel cneyuanvhvle

KAuHuyeckue ucciedosanus no mepanuu JII'y oononvix UJID.

I'acTpod3odareanbHblii peduioke

Pacnipoctpanennocts I'OP cpenn nannentos ¢ MJI® cocrasnser nopsaaka 70,8 - 87%, npu
ATOM TOJBKO y 47% ecTh kimHn4Yeckue cumntombl [ OP [12, 129,130].

° boneubeim NJI® ¢ cummromamu ['DP pexkomenmoBanbl MoauduKkamus obpasza >KU3HU

32



(mpuemM MambIX MOPLMHA MUIIH, TOJbEM T'OJOBHOTO KOHIIA KPOBATH) M MEIUKaMEHTO3HAas
tepanust ['OP [131].

YpoBenb yOenutejsbHOCTH pexoMeHaanuii C (ypoBeHb 0CTOBEPHOCTH
JI0KAa3aTeJIbCTB 5)

KommenTapuu: Psg  uccnefnoBaHul — Gulasuiu  nonodicumenvHoe  GlusiHue
Mooughuxkayuu 0opaza Hcu3HU, MeOUKAMEHMO3HOU MePaAnuy U XUpypeuieckoeo l1eyeHusl
I'OP na meuenue UJID, oonaxo pezyribmamsi Mema-anaiu3a He noOOmeepHcoaom smu

Oannvie [132].

O0cTpyKkTHBHOE anmtHo) cHa (OAC)

VY 20 — 68% 6onbHabIX MJI® BeTpeuaetcst OAC, onpenenseMoe Kak YBEIUUCHHE HHIIEKCA

anmHod-TUIonHo? > 15 snu3onos B yac [130, 137, 138]. Conpspxennast ¢ OAC runoBeHTHIISIUS

ycyryOusier runokcemuto u JII' [138].

Bcem 6GonpabiM WNJID pexomeHyeTcs MPOBOAUTH CKPUHUHT HOYHOHN JecaTypainuu C
nocinenyromein auarnoctukoin OAC [139].

YpoBenb yoOeautenbHocTH Ppexkomenaamuii C (ypoBeHb [J0CTOBEPHOCTH
A0Ka3aTeJbCTB 5)

Kommenrapuu: Heszasucumvimu npeoukmopamu naruduss OAC y nayuenmog c
HJID 6viiu 6o3pacm, u3dbblmounas macca mena, a makdce OANIbHAA OYEHKA N0
bepnuncxkomy eonpocnuxy [130].
bonpubimM NJI® ¢ HOUHOM AecaTypanuell peKOMEHIyeTCsl Ha3HaYeHUEe KUCI0pOA0TEpanuu
BO BpEMSI HOYHOTO CHA B KQUECTBE NMaJUIMaTUBHOTO JieueHus [137].

YpoBenb yoOeautenbHocTu PpexkoMmenaamuii C (ypoBeHb [10CTOBEPHOCTH
A0Ka3aTeJbCTB 5)

Kommenrapun: Juacnocmuxka OAC y 6onvuvix UJID crnoscna, mak kax OHe8HAs
COHAUBOCMb U CIADOCMb XapakmepHsl 018 000ux cocmoanuu. B mo dce epems HouHas
oecamypayus ecmpedaemcs npu HJIID odocmamouno uacmo. Ilo pesynomamam
eounuynvix uccredosanuti, CPAP-mepanus y 6onvrvix UJID yryuwaem kavecmeso sHcusuu,

00HAKO He eusiem Ha temaiviocms. [139].

Kpurepuu ouieHKH KayecTBa MeIUIMHCKON MOMOLIH

Kon/xonnsl mo MKB-10: J 84.1

Ne n/m Kpurepun xauectpa

OrueHka

BBIITOJIHEHU L

Brinonnena komnbroTepHas ToMmorpadus opraHoB rpyaHoi kiaetku | Jla/Her
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BrinonHeHo uccnegoBaHue CEPOTOrHYECKUX MAPKEPOB CUCTEMHBIX
peBMaTHYECKHX 3a0oJieBaHui (MccnenoBanue ypoBHs C-

peaktuBHOTO Oenka (CPB) B kpoBH, onpeieneHrne coaepKanus

AQHTUTEN K MUKINYECKOMY [UTpyIuHOBOMY rentury (antu-CCP) B Ha/Her
KpPOBH, ONIPEJICIICHUE COJIepKaHus peBMarouaHoro ¢akropa (PD) B
KpOBH, OIIpeIeJICHUE COIepKaHUsl aHTUHYKIIeapHbIX aHTuTen (AHA)
B KPOBH MPY NEPBUYHON TUATHOCTHKE)
[IpoBenena myJIbCOKCUMETPUS Ha/Her
[IpoBeaeHo uccnegoBaHNEe HECITPOBOLIMPOBAHHBIX JIBIXATEIbHBIX

Jla/Her
00BEMOB M TTOTOKOB
BrinonHen 6-MUHYTHBIH TeCT Jla/Her
[IpoBenena nnutensHas kucinopoaotrepanus (mpu SpO2 menee 88% | Jla/Her
B [OKOE TIPH JIBIXaHUH KOMHATHBIM BO3yXOM)
BrinonHena pekoMeHaanusa Ha3HauyeHusT aHTH(PHOPOTHIECKOM Ha/Her

TCpalnu
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140. Ilpuaoxkenue Al.

CocraB paOoueil rpynnbl mo pa3padoTke M IepPecMOTPY

KIHHHYECKHUX peKOMeHI[aHHﬁ

Asnees C.H.

3aBeayromuii kadenpoit myiasMoHosorHH DeepabHOTO
roCyJ1apCTBEHHOI'0 aBTOHOMHOT'O 00pa30BaTEIbHOIO YUPEKICHUS
BhIcIIero oopaszoBanus «IlepBeiii MoCKOBCKHi
roCy/IapCTBEHHBIH MEIUIIMHCKUIM YHUBEPCUTET UMEHU
N.M.CeuenoBa» MunucrepctBa 3/ipaBooxpaneHus Poccuiickoit
Oenepanuu (CedeHOBCKUN YHUBEPCUTET); 3aBE YOI
kiHu4YeckuM otaenom, ®I'bY «HUU nynemonosnorun»y ®MBA
Poccun, akanemux PAH, npodeccop, 1.M.H.

Avicanos 3.P.

[Tpodeccop kadeapsr myapmoHonorun OenepaabHOro
rOCyJIapCTBEHHOT'O OFOPKETHOTO 00pa30BaTEIHHOTO YUPESIKICHHUS
BhICIIETr0 0Opa3zoBanus «PoccuiicKuii HallMOHATBHBIN
HCCIIEN0BATENbCKUN MEUIIMHCKUI YHUBEPCUTET UMEHH
H.N.IInporosa» MunucrepcrBa 3apaBooxpaneHus Poccuiickon
denepauuu, J1.M.H.

benesckuii A.C.

3asenytouuii kadeapoit mynsmononorun PHUMY um. H.H.
[Tuporosa, nmpodeccop, J1.M.H.

NnexoBuu M.M.

3asenytouuii kadeapoit mynsmononoruu OI10 IICII6IMY
nmenu akan. M.I1. ITasnosa, nupexrop knuanku HUU
WHTEPCTUIIUANBHBIX U Op(aHHBIX 3a00JIEBaHUM JIETKUX, J.M.H.,
npoceccop

Koran E.A.

3aBemyromias kadenpoit matogoruueckon anaromun umenu A.U.
CrpyxoBa ®deiepanbHOro rocy1apCTBEHHOIO aBTOHOMHOT'O
00pa30BaTeIbHOTO YUPEKACHUSI BHICIIIETO 00pa30BaHuUs
«IIepBbIli MOCKOBCKUI IrOCYJapCTBEHHBIN METUIIMHCKAN
yHuBepcureT umenn M.M.CeuenoBa» MunucrepcTa
3npaBooxpaneHus Poccuiickoit denepannu (CedeHOBCKHIMA
YHUBEPCHUTET); 1.M.H., Tpodeccop

Mep:xoea 3.M.

Jouent kadenpsl mynasMononorun degepanbHOro
roCyJJapCTBEHHOI'O aBTOHOMHOT'O 00pa30BaTEIbHOTO YUPEXKACHUS
BhIciIero oOpasoBanus «IlepBbrit MockoBckuit
rOCYJapCTBEHHBIN MEIUIIMHCKAN YHUBEPCUTET UMEHU
N.M.CeuenoBa» MunucrepcTsa 31paBooxpaHeHus Poccuiickoi
®enepanun (CeueHOBCKUN YHUBEPCUTET); K.M.H.
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Camconosa M.B.

3aBemyromias Jlaboparopueil maToJOTMUEeCKOW aHaTOMUHU U
nvmmyHosiorun ®I'bY «HUU nynsmononorun»y ®MBA Poccun,
JI.M.H.

Tpymenko H.B.

Houent kadenpst mynsmononorun depepaabHOTO
rOCYAapCTBEHHOTO aBTOHOMHOT'O 00Pa30BaTEIbHOIO YUPEKACHHS
BeIicuiero oOpasoBanus «IlepBbiit MockoBckuid
rOCYJapCTBEHHBINM MEAUIIMHCKANM YHUBEPCUTET UMEHU
N.M.CeuenoBa» MuHnucrepcTBa 31paBooxpaHeHus Poccuiickoi
@enepaunn (CeuyeHOBCKUI YHUBEPCUTET); HAYUHBIN COTPYIHUK
OI'bY «HUU nynsmononorun» ®MBA Poccun, K.M.H.

Tpodumenko 1.H.

3aB. Kadenpoil KIMHUYECKON alIepProJIoTUU U MyJIbMOHOJIOTHH
UT'MAIIO ¢unmuan ®I'bOY AI1O PMAHIIO Munsapasa
Poccuu, 1.M.H., 1O1IEeHT

10

Tropun N.E.

3aBeayronuii kadenpoit pentreHosioruu u paguonaoruu ' bOY
HI1O «Poccuiickast MeIUIIMHCKAST aKaJAeMUs TTOCIICTUTIIIOMHOTO
oOpa3zoBanus» MunuctepcTBa 3apaBooxpanenust PO, rnaBHbIi
BHEIITATHBIN CIIELIUAIKCT 10 JIy4YEBOW TUArHOCTUKEe MUH3IpaBa
P®, mpodeccop, a.M.H.

11

UYepnsier A.JL

3aBemyromuii otaenom naronoruu OI'bY «HUN
nmyneMoHonoruny PMBA Poccuu, mpodeccop, 1.M.H.

12

Yepusik b.A.

3aBenyrouuii kadeapoil KITMHUYECKON aJljIeproyoruu 1
nynsMoHosoruu 'bOY IO «MpkyTckas MeIuIuHCKas
aKaJeMus MOCIeUINIOMHOT0 00pa3oBaHusy, mpodeccop, 1.M.H.

13

Yepnsik A.B.

3aBenytouuii 1aboparopuei GyHKIMOHATBHBIX U
yJIbTPa3BYKOBBIX METOJIOB MCCIIEI0BAHUS
OI'bY «HMU nynemononorun» ®MBA Poccun, k.M.H.

14

Yukuna C.1O.

JHouent kadenpsl mynasMonosnorun depepanbHOro
roCyJJapCTBEHHOTO aBTOHOMHOI'O 00pa30BaTEIbHOIO YUPEKICHHS
BhIcuIero oOpa3oBanus «Ilepsbrit MockoBckuit
rocy/apCTBEHHBIH MEAUIIMHCKUI YHUBEPCUTET UMEHU
N.M.CeuenoBa» MunucrepcTsa 31paBooxpanenus Poccniickoi
®enepannu (CeyeHOBCKUI YHUBEPCUTET); K.M.H.

15

[Imenes E.N.

3aBenyrouuii oTenomM audQepeHnaIbHON TMarHoCTUKN
[MHUUT PAMH, npodeccop, 1.M.H., 3aCITyKCHHBIN JeATeIh
Hayku PO

KoH@uukT uHTEpEcoB:
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Hukto u3 uneHoB pabouel rpynmbl HE MMEET KOH(IMKTa WHTEPECOB, CBSI3aHHOTO C

pa3pabOTKOI U BHEPEHNEM B KIMHUUYECKYIO IPAKTUKY JaHHBIX KIMHUYECKUX PEKOMEHIAlUM.
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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/cesIeKIINH 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 JI0KA3aTeJIbCTB:
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 0e3 MOCIENOBATEIBHOTO KOHTPOJS pPe(EepeHCHBIM 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 WM 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 HCCIICA0BaHNMsI, 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 pekomMeHaaus (He Bce paccMaTpuBaeMble KpuTepuu 3¢ (HEeKTUBHOCTH
(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,
NpOPUIAKTUKH W peabmInTalluid KOHKPETHBIX 3a00JIeBaHMM, HAJIMUYUA 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
NMOKA3aHUH K NIPUMEHEHHUIO U MPOTHBONOKA3aHU, CI0CO00B NPUMEHEHUSs U
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., Uepnsak A.B., [lImenes E.N. Jluarnoctuka u jieueHre HAMOMATHYECKOTO JIESTOYHOTO
¢ubpoza. GenepanpHbie KIMHUYECKHE pekoMeHaauu. [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

MayuneHT c noao3peHnem Ha U1P

!

anqHHbl / accouymMMpoBaHHbI€ COCTOAHUA

1 Het

BPKT nerkmux

A Apyron

ANarHos

MynbTugucumnamHapHoe obcyxkaeHue
(anamuesa, ®B/, BA/, aMHamuKa v T.4,)

oun BepoatHaa OUI ComuutensHasa OUM || Opyrov nattepH BPKT

1 ! !

PaCCMOTPETb nposeaeHue 6uoncumu nerkux
(B 3aBMCUMMOCTM OT KNIMHMYECKOI BEPOATHOCTU U/1D,
0XMOAEMON NOJb3bI, HAMYKMA NMPOTUBOMOKa3aHWIA)

Buoncua He noKasaHa buoncua MPOTUBOMNOKa3aHa brnoncua BbinonHeHa
1

MynbTuamcuunanHapHoe obcyKaeHue -
nno nio, He U/,
pabounin guarHos ApYyron agnarHos

KOHTpOJ’Ib TeyeHuMAa 3abonesaHmA




Ipunoxenue B. Uudopmanus 11 naumeHra

Wauonarnyeckuii neroynsiii pubpo3 — 3aboneBaHue JErkux, Npu KOTOPOM MPOUCXOAUT
HOBPEXJCHUE W YTOJIIIEHWE CTEHOK JIETOYHBIX albBEOJI. AJIbBEOJIBI — 3TO MaJeHbKHE
«MEIIOYKH», Yepe3 CTEHKH KOTOPBIX KUCIOPOJ U3 BO3/1yXa MPOHUKAET B KPOBb. [Ipn nopakeHnu
QJIbBEOJI JIETOYHAsl TKaHb YIJIOTHseTca (puOposupyercs), YTO NPUBOJUT K HEOOpaTUMOMY
IIPOTPECCUPYIOIIEMY CHMKEHUIO (QYHKUMU JIerkuX. CHHOHMMaMHU MJIMONATHYECKOrO JIETOYHOT0
¢ubpo3a ABIAIOTCS: HWAMONATHYSCKHH  (UOPOZHPYIOMIMK  adbBEONHT, (PUOpO3UpYrOITHit
anbBeonuT. Kak mpaBumiio, 3a0oneBanne Bo3HUKaeT B Bozpacte crapuie 40 ner. K coxanenuro, 10
CHX TIOp MPUYUHA ITOM 00JIE3HU HE U3BECTHA.

YV ko020 mooicem 803HUKHYMb UOUONAMUYECKUL T1e20UHbll Pudpo3?

B rpynme pucka HaxoasaTcs:

- KYPHWJIBIINKH;
- JTF0/1M, pabOTaroIIKe BO BPEIHBIX TPON3BOJACTBEHHBIX YCIOBHSX;
- MAalUEeHTbl C OTArOLICHHON HACIEeICTBEHHOCThIO (€C/id HAMONAaTUYECKUN

JIerO4HbIN PUOPO3 ecTh y OJU3KUX POACTBEHHHUKOB).

Cumnmomsl UOUONAMUYECKO20 J1e20UH020 pubpo3sa

Kak npaBuino, 3a0osieBaHne HAYMHACTCS MEUICHHO M He3aMeTHO st OoibpHOro. Jlims
UIMOTIATUYECKOTO JIETOYHOTO (hrOpo3a XapaKTEePHBI CIETYIONUE CHMITOMBI:

- 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 KallllleM M HapacTaromien
onplmKoi. Ecnmu B pe3ynbraTe TIIATENBHOrO OOCIENOBaHMS MPUYMHA ATHX CHUMIITOMOB HE
HailizieHa, To 3a00JIeBaHNE CUNTAIOT UAMONATHYECKUM (HEM3BECTHOM MPUPOJIBI).

[Ipy mnomo3peHuM Ha UAMONATHYECKUM JerouHbli (GuOpo3 MHMHUMAaNbHBIA IUIaH
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 OUOTICHS 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 IPU3HAKU 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
oOpatutbes k Bamemy nokropy. Takas cutyaius 4acto TpeOyeT roclnuTain3aniui B OOIbHHUILY.
Hns  npodunaktuku  obocTpeHuid Bam  nmedamuii | IOKTOp  MOXET  PEeKOMEHIOBATh
MIPOTUBOTPUIIIO3HYIO BAaKIUHAIMIO | pa3 B rox W OJHOKPATHYIO TPOTHBOITHEBMOKOKKOBYIO
BaKIMHALNIO (U1 MPO(UIAKTUKN Pa3BUTHUS THEBMOHUN).

CaMbiM 3 PEKTUBHBIM CHOCOOOM JI€UEHHUS HIUOMATUYECKOTO JIeroyHoro ¢uodposa
SIBIISIETCS TPAHCIITIAHTAIIMS JIETKUX — XHUPYprudecKast oreparus o 3aMeHe MOBPEKIEHHBIX JTETKUX
Ha JIETKHE 3[J0POBOTO JIOHOPA.

IIpu uauonaTuveckoM jierouHoM pudpo3e 60JIbHOMY HEOOXOIUMO:

- 00s3aTe’NbHO MPEKPaTHTh KypeHue (B TOM UHCIE IACCUBHOE), 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;

- NpU HAIWYUKM racTpod3odareanbHO pedmtokCHOW OOJEe3HU JIEYUTh ITO
3aboneBanue. ['acTporszodareansHas (3kemrya0UHO-TTUIICBOIHAS) peIIFOKCHAsT 00JIe3Hb —
3a0oneBaHue, TMPU KOTOPOM IPOUCXOJHUT 3a0pOC HEOOJBIIOTO KOJUYECTBA KHCIIOTO
COJIEP’)KUMOTO KENIyAKa B MHILNEBOA M 3aTe€M B JbIXaTelbHble MyTH. JloKa3zaHO, 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;

- PEeryijsipHO NPUHUMATh JIEKAPCTBEHHBIE Ipenaparhbl, KOTOpble Ha3Haumil Baiu
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 HAay4HO-HUCCIIEIOBATEIECKOM
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  HHralsilued  KUcIopoja 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 OnpllKka He OSCIIOKOUT, 32 HCKIIFOYCHHUEM OUYCHD
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 CIIOKOHHOM X0/1bOBI 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 (PU3UYECKON aKTHBHOCTH

[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):

nIKajia O€HKU
HUHICKC
BOIIPOCHUK

npyroe (yTOYHUTD):

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 HeOmaronpusiTHoMy Tiporuo3y UJI®. O6mwuit 6amn (auama3on 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=Ley%20B%5BAuthor%5D&cauthor=true&cauthor_uid=22586007
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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