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A1AT — anpda-1-aHTUTPUTICHH
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AcAT — acnapraramuHoTpancdepasa

['TT — ramma-royramuntpatcdepasa

JAKT — pnurensHast KUCIOPOAOTEPAIUS

JIHK — ne3oxcupuboHyKIeHHOBAs KUCIOTA

KT — xommnsroTepHas Tomorpadust

KTBP — xomnbroTepHas ToMorpadusi BBICOKOTO pa3pelieHust

MKB-10 — wmexnmyHapomHasi craThcTUdeckas Kiaccudukamus OonesHeir 10-ro
nepecmMoTpa

OEJI — o0mrast eMKOCTb JIETKHUX
OOJI — ocTaTouYHBIIT 00BEM JIETKUX

O®B: — 06beM GhopcUpOBaHHOTO BHIFOXA 32 1-10 CEKYHTY

®OE — ¢yHkumnoHagpHast 0OCTaTOYHAS] eMKOCTh

®XKEJI — popcupoBaHHas )KU3HEHHAs EMKOCTh JIETKUX



XOBJI — xpoHnnyeckast 0OCTpyKTHBHAs 00JIE3Hb JIETKUX
UK — Indd—itonnas kucnora

IgA — ummyHOrOOYIMH Klacca A
TepMuUHBI U onpeaeIeHUs

Anbda-1-aHTHTPUIICUH — UHTUOUTOD rporeas ceMelcTBa CEpIIHOB,
PEUMYIIECTBEHHOM MUIIICHBIO KOTOPOTO SBJIsSIETCS HEUTpOoUIIbHAs A1acTasa.
Hepunut anbpa-l-anTutpuncuna (A1AT)— reHetndyeckd IETEPMHUHHPOBAHHOE
3a0oyieBaHMe, BBI3BAHHOE HEA0CTaTOYHOCTHIO AlAT B CBIBOPOTKE KpOBU H
NPOSIBIISIIONIEECS] B BUIE XPOHHUECKON OOCTPYKTUBHOM OOJIE3HU JIETKUX, IM(PHU3EMBI
JIETKUX, TOPAKEHUS IIEYEHU U COCYIOB.

HeliTpopuabHasi 3jaacrta3a — (QEpPMEHT MIUPOKOTO CIEKTpa JEHUCTBUSA, KOTOPBIM
paspylmiaeT  3JacTUH, KOJUIareH, MpPOTEOrNIMKAaHbl W JPYTrM€  KOMIIOHEHTHI
DKCTPALIEIUIIOJIIPHOIO MATPUKCA.

Xpouunyeckas 00CTPpYKTHBHAA 00J1e3Hb JIETKHX — 3a0osieBaHueE,
XapakTepu3yroueecs NepCUCTUPYIOIIUM OIPAHUYEHUEM BO3AYIIHOTO TOTOKA, KOTOPOE
OOBIYHO TIPOTPECCUPYET U SABIACTCS CIEACTBUEM XPOHHUYECKOTO BOCHAIUTEIHLHOTO
OTBETA JBIXaTEIbHBIX IIyTEH M JIETOYHOM TKAaHW Ha BO3IAECHCTBUE HHIaJUPYEMBIX
MTOBPEXKJAOIINX YaCTHUL] UJIU Ta30B.

ByJua — BO31ylIHAsE OJOCTh ¢ YETKMMH POBHBIMM TOHKMMH CTEHKaMHU JTHaMETPOM
oonee 1 cm.

Jlerounast runepuHQJISIIUS — TaTOJIOTMYECKOE YBEIMYEHUE O00beMa BO3IYX,
OCTAIOILETOCs B JIETKUX MOCJIE CIIOKOMHOIO BBIAOXA.

OcTaTouHbIii 00beM JIerKHMX — 00bEeM BO3/yXa, KOTOPBIA OCTAeTCA B JIETKUX IO
OKOHYaHHWH IMOJHOTO BbIAOXA

@OYHKIHOHAJIbHAS 0CTATOYHASI eMKOCTH — 00BEM BO3/lyXa B JIETKUX U JIBIXaTEJIbHBIX
Iy TAX TOCJIE CIIOKOWMHOTO BBIIOXA.



1. Kpatkass ungopmanus no 3a60/1€eBAHNI0 WIH COCTOSTHUIO (ITPyNIbI
3a00J1eBAHUIT UJIM COCTOSTHUI)

1.1 Onpenesnenne 3a001eBaHUA WM COCTOSIHUA (TPyNIbI 3200J1€eBAHNA WJIN
COCTOSTHH)

OMduszemMa JErkux — CHHIPOMHOE MOHSTHE, XapaKTepHu3ylolieecss HeoOpaTUMBbIM
yBEJIMYEHUEM BO3JYIIHOTO TMPOCTPAHCTBA IUCTaIbHEE TEPMHUHAIBHBIX OpPOHXUOI,

CBSI3aHHOE C JECTPYKIMEH CTeHOK anuuyca [1,2].

1.2 DTHoJIOrUS ¥ IATOreHe3 3a00J1eBaHNS UJIH COCTOSIHUSA (TPynibl 3a00/1eBaHUil
HUJIM COCTOSTHUI)

B dopmupoBanuu sM@u3zeMbl y4yacTBYIOT Pa3iUYHbIE KJIECTOYHBIE U MOJICKYJISIPHBIC
MEXAHU3MBI, KJIIOUEBYIO POJIb CPEIHM KOTOPBIX MIPAET MPOTEA3HO-AHTUIIPOTEA3ZHBIN

,ZII/IC63J'IaHC, BBIBBIBaIOHII/Iﬁ JACCTPYKIHIO JIACTUYCCKOTI'O JICTOYHOT'O KapKaca [8]

VYBenuueHue MNpOTEOJUTUUECKON AaKTMBHOCTU B JIETKMX IPOUCXOJIUT B pEe3yJbTaTe
XPOHUYECKOTO BOCHAJIICHUS U MUTPAIMA MakpodaroB M HEUTPOPHUIOB C BHIOPOCOM
MPOTEOIUTUYECKUX (EPMEHTOB — CEPHMHOBBIX M IMCTEHWHOBBIX MPOTEa3, a TAKXKe
MaTPUKCHBIX MeTaionpoTenHa3. Haubonee u3ydeHa poib CEPUHOBBIX IMPOTEHUHA3,
Npexe BCero HeUTpo(UIBLHON AmacTasbl - epMeHTa MUPOKOTO CHEKTpa IEHCTBUS,
KOTOPBIN pa3pyliaeT dMacTHH, KOJJIareH, GuOpOHEKTHH, JAMUHWH, IPOTEOTJINKAHBI U
JIpYyru€  KOMIIOHEHTHl  JKCTpalCIUTIOJIIpHOro  marpukca [9].  Beimenenue
HEUTPOPMIBHON 51acTa3bl U3 HEUTPO(UIOB B IKCTPALCIUIIONSPHOE MPOCTPAHCTBO
IPOUCXOAUT TOJ BIUSHUEM PA3JIMYHBIX CYOCTaHIIMI — MPOBOCHAIUTEIbHBIX
nutokuHoB (MJI-8, ®HOq), nunomonucaxapuioB, (parMeHTOB OaKTepuaIbHOU
cTeHkH [1].

HenoctaTtok MHrHOMTOPOB MpoTea3 BO3HHUKAET JUOO BCIEACTBUE TI'E€HETHUECKU
JETEPMUHUPOBAHHOTO Jie(heKTa CUHTE3a UM CEKPELUU (BPOXKIECHHBIN AepUIUT aibpa-
1-anTUTpUNCHHA), 1160 n3-3a Ype3MEepHO JIe3aKTUBALlUU

IPOAYKTaMU OKCHJIATUBHOTO CTpecca.

[Ipu XOBJI nucbananc B CUCTEME «IIPOTEA3bI-AHTUIIPOTEA3bI» PACLIEHUBAIOT B TOM
YHUCJIE KaK CJIEACTBUE BOCTIATIEHUS, MHAYLIHPOBAHHOTO HHIAJIILUOHHBIM BO3/IEHCTBUEM

MOBPEKIAIONINX BEIIECTB (CUTAPETHOTO JHIMA).

Anbda-1-aHTUTPUINICUH —MHTUOUTOpP MpPOTEa3 ceMmeicTBa cepnuHOB (serin protease
inhibitor —  serpin), TNPEUMYIIECTBEHHOH  MHIICHBIO  KOTOPOTO  SIBJISETCSI

HenTpoduinbHas snacrasa [7,8]. I'en, oTBeuarommii 3a npoaykuuio A1AT, Hocut 1Ba



HazBanus — SERPINAT (anru. serpin peptidase inhibitor, clade A), uinu Pi (proteinase
inhibitor) u pacmosioskeH Ha 14-it xpomocome (14q32.1) [10-12].

Bce amtenu kmaccuumupyroTcss B 3aBUCMMOCTH OT IIJIA3MEHHOW KOHIICHTpAIlUU U

cBoiictB A1AT Ha cienyromue Tums [9]:

* HOpPMaJIbHBIE aJUIeNid, OTBETCTBEHHbIE 3a BBIPaOOTKY AlAT ¢ HOpMaIbHBIMU
CBOMCTBaMU U B JJOCTaTOYHOM KOJIMYECTBE;

* Je(pUIUTHBIC aUIETH, MPU KOTOPBIX BbIPAOATHIBACTCS HEIOCTATOYHOE KOJIUYECTBO
Al1AT;

* HyJIEBbIE ajuienu, npu KOTOpeiX A1AT B KpOBU MOJHOCTBIO OTCYTCTBYET;

* aJUIeNH C HapylmIeHuEM (PYHKIIUH, TP KOTOPHIX KojandecTBO A1AT He oTnmaaeTcs
OT HOPMBI, HO OH HE MOKET BBITIOJHATH CBOU (QyHKIIUU.

Jusa nuddepeHIMPOBKY  pa3iMYHBIX TeHETUYECKUX BapuaHTOB Mojekyn AIAT

UCTIONB3YIOT UX MOABIKHOCTH TNpHU 3JeKTpodopese, oO0o3Hauass OyKBaMH OT «A»

JI0 «Zy». Alnenu HacleIyIoTCs MO KOJOMUHAHTHOMY THITY, crienuduueckuii eHoTun

A1AT ompenensercs asyms amnensimu. Hanbonee pacnpocTpaHeHHBIM HOPMaIbHBIM

dbenorunom siBasiercst Pi*MM (cpenHsst OABUKHOCTSE), ornpeaesieMbld y 95% nui

€BpONEOUIHOM pachl [9].

Hedunut ATAT 00bIYHO BO3HHMKAET B pe3yJbTaTe HACICIOBAHUS JABYX JACPHUIIUTHBIX
anneneil. ['eTepo3uroTHoe HOCUTEIBCTBO ACHUIIMTHOTO allJIeNisi CKOpPEe MOXKHO

paccMaTpuBaTh Kak MPEIpaciioioKEHHOCTh K pa3BUTHIO naTtosioruu [13, 14].

K 0CHOBHBIM J1e(hUITUTHBIM AJUIENSIM OTHOCSITCSI BApUAHTHI S U Z, ipu KOTopbiX ATAT
MOJIMMEPU3YETCA, 3aJCPKUBACTCA B MEYEHU M TOCTYMAET B KPOBb B KOJUYECTBE,
cootBeTcTBeHHO, 40-60 u 10-20% ot Hopmbl [9]. TlomaBnsromiee OOJIBITMHCTBO
cllydaeB KiIuHHUYecku 3Haunmoro aedummra A1AT pasBuBaetcs npu denorurne ZZ
(96%). S-annenpb mprOOpeTaET KIMHUYECKOES 3HAUCHUE TTPU COYCTAaHUH C BapHAHTaAMHU

Z v QO (myneBast amens) [15-17].

B ycnoBusax gepunmra AI1AT nOpoucXoAUT HEKOHTPOIMPYEMOE MOBBIIICHHUE
AKTUBHOCTH IPOTEOJIMTUYECKUX (PEpMEHTOB, TMpeXJe BCEro HEUTpopUIbLHON
lacTasbpl, B pe3yJbTaTe 4Yero JJIAaCTUYECKUE BOJIOKHA M JPYTHE CTPYKTYpBI
HKCTPALEIUTIONIIPHOTO MAaTPUKCA HUKHUX OTIEJIOB IbIXaTENIbHBIX My TEH TOABEPraroTCs
MEJUICHHON JECTPYKUHUH. DTO MPUBOJUT K MOTEPE JIACTUYHOCTU JIETOYHOM TKaHW,

Pa3BUTHIO OOCTPYKTUBHBIX HAPYIICHUN U AIM(U3EMBI.



Anbda-1-aHTUTPUTICUH oOnanaet BAKHOU IIPOTUBOBOCIAIUTEIILHON 51
UMMYHOMOJTYJIUPYIOIIEH aKTUBHOCTHIO — BIUSHUEM HAa IIUTOKUHOBBIM MpPOQUIIB,
MUTPALMIO  JIGWKOLIUTOB, aKkTUBalMiO MW nponudepanno  T-mumdouuTos,
HEJIOCTaTOYHOCTh KOTOPOM BHOCHUT CYIIECTBEHHBIN BKJIAJ B Pa3BUTHE KIMHUYECKUX

npossiennii nepunuta A1AT [18].

Baxnyio ponbp B moBpexzaeHun serkoro npu aeduimure AIAT urpaer kypenue.
CurapetHblii JbIM MOXET JOMNOJHUTEIBHO YCHIMBATh IMOJIUMEPU3ALMIO MOJIEKYJI
A1AT, wnapymarb CuUHTE3 D3JIaCTUHA B JIETKUX, MOJJCPKUBATh HEUTPOPUIbHOE

Bocnaienue [19,20].

ITomumo HapYyIICHUA OajaHca B CHCTEME MNPOTCOJIN3-aHTUIIPOTCOJIN3 B KadCCTBC
BO3MOHBIX IIaTOICHCTUYCCKUX MCXAaHHU3MOB 3M(1)I/IBGMBI JETKUX pacCMaTpuBarOT
MMOJAABJICHUC AaHI'MOICHC3a B JICTKHUX, HAPYIICHHUC OanaHca MCKAY IMOBPCIKACHHUCM H
pereHepauHeﬁ MMapCHXUMBI JICTKHUX, aYTOUMMYHHbBIC PCAKIIUHU B aHBBeOHHpHOfI TKaHU U

Kalmuirsipax JICTKHX, YCKOpeHHBIP’I aI10IITO3, IOBBIIICHNEC BHYTPHUALIMHAPHOI'O JaBJICHU

[1].

bonbmmHcTBO CciiydaeB sMmpuzemsl serkux cBszaHo ¢ XOBJI. Kpome toro, y
KYPUJIBLIMKOB C HAaJUYUEM PECIHUPATOPHBIX CUMITOMOB, HO HE MMEIOIIHUX IMarHo3a
XOBJI, smpuzema BoisiBIsIach B 52% cimyyaes [21].

1.3 Dnuaemuosiorus 3a60/ieBaHus WU COCTOSTHUS (TPyNIbI 3a00J1eBaHU WJIN
COCTOSTHM)

Ilo JaHHBIM MC€TaaHaJIu3a, 3M(bH3€Ma BCTPCHACTCA Y B3POCJIOTO HACCIICHUA C YacTOTOM
0,5-5,7% [3].

B xpynHbix snuaemuonorndyeckux uccienopanusx CHIA cpeau 6enmoro HaceneHus
ar{o3 3M@u3eMbl ycTaHoBIeH y 3,5%, a XpOHUYECKONH OOCTPYKTHUBHOU OoJie3HU

aerkux (XOBJI) —y 6,3% ob6cnenoBanHbIX [4].

Tounast pacnpoctpaneHHocTh gedunura AlAT B OOJBIIMHCTBE MOMYJISIUAN

HEHU3BCCTHA, Y MHOTHX JIUI] OH OCTACTCs HCAUAIrHOCTUPOBAHHDBIM.

[Io nmanueiM  EBpomeiickoro  jerounoro  ¢onma, B  crpaHax  EBpomnbl
pacmpoctpaneHHocTh  aeduuurta  AIAT  Bappupyer B mpenmenax 1 K
1800—2500 HOBOPOXKJIEHHBIM, YTO COCTAaBIJIAET mopsiaka 125 teic. yenosek [5,6]. B
CIIy4ailHOU BBIOOPKE PYCCKUX U3 Pa3IMYHBIX O0iacTeil eBporelickoil yactu Poccun

yactora Z-amienu kojebdanack ot 0,3 1o 1%, yacrora S-aymmrenu — ot 0,2 1o 1,5%. Ilo



pacueraM, B eBporerickoi yactu P® okoso 17,7 ThIC. TOMO3UTOTHBIX WM KOMIAYH/-
reTepO3UTOTHBIX JIUI IO S- WK Z-ajuieny, a Takxke 2,6 MiIH. HocuTenel. B azuarckoit
4acTu 3TH HUQpsl cocTaBissioT 1,2 teic. U 500 Thic. cooTBeTcTBEeHHO [7]. OmHako
cynuth o vactote nedunmra AIAT B poccuiCKON MOMyJISAIMU Ha OCHOBAHHH ITHX
CBEJICHUI HE MPEICTABISIETCS BO3MOKHBIM.

1.4 Oco0eHHOCTH KOAUPOBAHMS 32001€BAHNUS UM COCTOSIHUSA (TPYyNIIbI

3a00J1eBaHUI WIN COCTOSTHMI) M0 MesKIYHAPOAHOM CTATHYECKOMI
kiaacuukannu 60Jie3Hel U MpoodJieM, CBA3aHHBIX CO 3[I0POBbEM

J43 Dmopuzema:

J43.0 Cungpom Mak-neona

J43.1 ITannoOymsipHas sMmbuzema
J43.2 LHentpunoOynspHas sMmPpuzema
J43.8 lpyras smduzema

J43.9 bynne3nas smdpuzema

1.5 Knaccupuxanus 3a00/1eBaHusI MM COCTOSIHUS (TPyNINbI 3a001eBaHUI WIIH
COCTOSTHH)

B 3aBUCHUMOCTH OT 30HBI TOPAKCHHS AIIMHYCA BBIICIISIOT CIICTYFOIINE TUTTBI SM(PH3EMBI
(Tabm. 1):

* JEHTpHUALMHApHAsA (UEHTPUIOOYIISIpHAS),

* mapacenTajibHasi,

* maHanuHapHas (maHIo0yIsIpHAas).

B otnensHyo ¢opmy BbIIEHSAIOT OyJJIe3HYI0 SMQPU3EMY, XapaKTEpU3YIOIIYIOCS
Pa3BUTHEM YYAaCTKOB JECTPYKIHMH pa3MepoM Oonee 1 cMm, KOTopas MOKET ObITh
UCXO0JIOM JII000# (OpMBI IMPU3EMBI.

Tabnuua 1. Knaccuduxanus smpuzemsl

XapakTepucTUKH enTpuanuuapHas IMananunapuas IMapacentanbHas

Mopdonoruueckue paciiipeHue JNECTPYKIUS muddysHoe
LEHTPAJIBHBIX OT/EIOB | MEXaJIbBEOSAPHBIX pacimmpeHue
alnuHyca - | meperopoiox, aluHyca, CIHsSHHE
peCIMpaTOPHBIX pecnupaTopHbIe BHYTPHUI0JIbKOBBIX
OpoHXHOI U | OpOHXHUOJIBI CTPYKTYp B €IUHOE




MEKaIbBEOJISIPHBIX OCTaroTCA BO3JIYIIIHOE
X0JI0B HEU3MEHHBIMU IIPOCTPAHCTBO
Jloxanuzanus Bepxuue nony, | Hwxnue nonu, | CyOruieBpaabHO
WU3MEHEHUN LEHTpalbHbIe OTAEbl | nuddy3Hoe
HOpaKEHHE
BPKT-npusnaku Jlokanpuble ywyacTku | OOmmpHBIE JloxanbHbIE
IIPOCBETIICHHUS 0e3 | 30HBl TOHIKEHHOM | OKpYIJIbIe,  YETKO
BHUJIUMBIX CTEHOK IJIOTHOCTHU 0e3 | ouepucHHbIE
BUJIUMBIX  CTEHOK, | Y4aCTKHU
obOenHeHMe IIPOCBETIICHUS c
COCYAUCTOTO TOHKUMH (< 1 MM)
pUCYHKa CTEHKaMH
IIprunnbI CurapeTHslil 1bIM Hedunut A1AT, | CurapeTHblii AbIM,
CUTapETHBIN JAbIM UUONITHYECKAs

Hedurut ATAT paznenstor Ha ClIeyIOMNUe KIMHUYECKUE TUITBI:

e nedunut A1AT ¢ npeuMyIIeCTBEHHBIM MOPAKEHUEM renaToOMINapHON CUCTEMBI;
* nedunut AIAT ¢ npenMyIIeCTBEHHBIM MMOPAXKEHUEM JIbIXaTeIbHONW CHCTEMBI,
* nedpurut A1AT ¢ coueTaHHBIM OPAKEHUEM JIETKUX U TICUCHHU.

1.6 KiimHn4yeckasi KapTuHa 3a00/1eBaHUA WJIN COCTOSIHUA (TPyNnbI 3200J1eBaHU A
HUJIM COCTOSTHUI)

Knunnueckne cCUMIITOMEBI CO CTOPOHBI ,[[BIX&TCJIBHOﬁ CUCTCMBI IIpH 3M(1)I/I3CMC JICTKUX
HGCHGI_[I/I(I)I/I‘IHBI. OCHOBHBIE CUMITOMBI — 3TO OJIblIIIKa U CHMKCHUC IICPCHOCUMOCTHU

(U3UYIECKUX HArpy30K.

[lepBbiM mposiBieHHEM dM(pH3eMbI (0COOCHHO B Cllydae mapacenTaabHON dSM(HU3EMBbI)
WIK OCJIO)KHEHHEM YK€ HW3BECTHOTO 3a00JIEBAHMSI MOXET OBbITh CIIOHTAHHBIMI

MTHEBMOTOpaKc [22].

Kak ¥ mnpu OONBHIMHCTBE APYIMX HACIIEACTBEHHBIX 3a00J€BaHUM, KIMHHUYECKHE
nposineHust gepunura AlAT cuinpHO BapbUpPYIOT W 3aBUCAT OT (HaKTOpOB

OKPYXKaOIIEH CPEIbI.

Cpenn knuHuueckux npossieHuid aepunuta AIAT y B3pocnbix mnpeoOnanaroT
aeroyHbie popmbl. TUMUYHBIMU TIPOSIBJICHUSIMU 3a00JIEBaHUSI SIBISIIOTCS dMpu3ema,
XOBbJI, peuuauBUpyrOLINE

COOTBETCBYIOIIEH KIIMHUYECKON CUMITOMATUKOW - IMPOTPECCUPYIOLIAsl OABIIIKA IPU

OpOHXUTBI, OpPOHXOOOCTPYKTUBHBIM CHHIPOM C



(bHBHqCCKOﬁ Harpys3kKe, sIiu304bl CBUCTANICTO AbIXaHWA, KAICIIb, IPOAYKIHA MOKPOTHI

[23-27].

VYV nauuwentoB ¢ XObJI wanmuuue BblpakeHHOUW sSMduzembl serkux no KTBP
accouuupyeTrcsi ¢ OoJbIIe CMEPTHOCThIO U MPOTPECCHPOBAHMEM OCHOBHOTO
3a0oeBaHus [28].

Psn munr ¢ nedpunmrom AIAT uMeroT HOpMaJTbHBIC MMOKa3aTen (PYHKIIMH JIETKUX Ha
MOMEHT IIOCTAHOBKH JHarHo3a. TOYHBIM MpOrHO3 (MpH €CTECTBEHHOM TEYCHUU
3a0oyieBaHMs) y JaHHBIX MHIWBUAYYMOB Heu3BecTeH. OJHAKO €CTh JIaHHEIE,
MOJATBEPKIAIONTUE HOPMAIBHYIO BBDKMBAEMOCTh y HEKypsAummx jaun ¢ PiZZ-
dbenoturom [29].

Hawnbonee pacnpocTpaHeHHOW MPUYMHOW CMEPTH Y MaIueHToB ¢ aeduiurom A1AT
SBJISIETCSL AbIXaTeJIbHAs HEIOCTaTOYHOCTh (45—72% cmepTeit), 3aTeM ciieayeT 1Uuppo3
neuyenu (10-13% cmepreit) [30,31].

2. JluarHocTuka 3a00/1¢eBaHUA WM COCTOSIHUSA (TPYyNIbI
3200/1eBAHUMA UJIH COCTOSIHMI) MeIUMIIMHCKHUE NOKA3AHUA U
NMPOTHUBOIOKA3AHMS K IPUMEHEHUI0O METOA0B THATHOCTUKH

BonbmuHCTBO ciyyaeB SM(U3EMBbI JIETKUX aCCOLIMMPOBAHO C KYPEHHUEM U HaJIUYHUEM
XOBJI, uto 00ycnaBnMBaeT HEOOXOAUMOCTb OOCIEIOBAaHME HA MPEAMET HATUYUS

JTAHHOT'O 3a00JICBaHUS y BCEX JIHUIT C AIM(PHU3EMOM.
Juarnoctuyeckue mapkepsl nedunura A1AT cymmupoBansl B Ta01. 2 [9,32].

Tabnuua 2. lnarnoctnyeckue Mapkepsl gedunura A1AT

IIposiByIeHuUs1 CO CTOPOHBI OPraHoB Abixanus | IIposiBjieHHsI CO CTOPOHBI APYTHX OPTraHOB
U CHCTEM

Pano Boznukmas smduszema (B Bo3pacte 10 45 | bone3Hb nedeHn HESICHOM STHOJIOTHH

JIET) Hexporusupyromuii NaHHUKYJINAT

OMmpuzema nerkux B orcyrcTBUe H3BecTHBIX | ANCA-accOUMHUPOBAHHBIN BaCKYJIUT
¢dakxTOpoB pucka (KypeHue, mpou3BoacTBeHHoe | Hamnuue B cemeliHoM aHaMmHe3e SM(pU3EMBbI

BO3JICUCTBUE TBUIN U JIP.) JIETKUX, OpPOHXO0ZKTa30B, OOJE3HM TIECUYCHH,
OMmpuzema C NPEUMYIIECTBEHHBIM | MaHHUKYJIUTa  JU00  MOJATBEPXKIACHHBIN
nopaxeH1ueM 0a3aibHbIX OTAEIOB nepuut A1AT y KpOBHBIX POJCTBEHHUKOB

Pazsutne XOBJI y mury monoxe 40 net u/unu | (ocobeHHO y OpaTheB U cecTep)
CO cTaxeM KypeHus: MeHee 20 mayek-jier
BpoHx03KTa3bl HEACHOM ATHOIOTUN
OpoHXHajbHasi acTMa C YCTOWYHMBBIM K
Tepanuu HapyleHneM QYHKIIUHU JIETKUX




* T[lammentoB ¢ XOBJI, ocobenno npu nebiore 3aboneBaHust B Bozpacte <40 ner,
ctaxxe  Kypenuss <20  maudek-ner, HM¢pu3eMaTO3HOM  (eHoTure, ¢
MPEUMYIIECTBEHHBIM  PACIIOJIOKEHHEM ASM(pu3eMbl B  0a3albHBIX  OTAENaxX
pekoMeHayeTcs TecTupoBaTh Ha nedurmmut A1AT [9].

YpoBenb yoOemuteabHocTH pexkoMenaanuid C  (ypoBeHb J10CTOBEPHOCTH

JA0Ka3aTeJIbCTB 5).

Kommentapumn. Pannee ewviagnenue odeguyuma AIAT nossonum npedynpedums

8o30elicmaue akmopos pucka (KypeHue u Op.) U MOHUMOPUPOBAMb COCMOSIHUE

nayuenma.

2.1 7/ Kajq10061 1 aHAMHE3

[Ipu cOope aHamHe3a y NAalMEHTOB € SM(QHU3EMON JIETKUX, BCEM MalleHTaM
PEKOMEHYETCsl OLIEHUBATh HAJIMYUE OJABIIIKH, KA, IPOLYKIMH MOKPOTBI, XPUIIOB
B TPYJH, BO3pacT AeO0Ta KIMHUYECKUX MPOSIBICHHUM, YTOUYHATh HATHYNUE MATOJIOTHH
JBIXaTEIbHOU cUCTeMbI (3M(PU3EMbl) U TICYEHU Y KPOBHBIX POJICTBEHHUKOB, a TAKXKe
OLICHMBATh aHAMHE3 KypEeHHs C pacueTOM MHJIEKCa KYpSILIEro 4eaoBeKa (IayeKk-JieT)

JUTSI HICKJTFOYCHUS TIOTCHIIMATBHBIX IPUIHH dMpu3emsbl Jierkux [33].

YpoBenb ybOeaurteabHocTH pexkoMeHaanuid C (YypoBeHb J0CTOBEPHOCTH
0KA3aTeJbCTB 4).

Kommenmapuu: Knunuueckue nposieneHusi HQ4UHAOmMcs, KAk npasuio, 8 CpeoHem
sospacme (3241 200), xomsa onucana sHauumenbHas 8apUAOETLHOCb BPEMEHU UX
oedroma [9,34-36]. Ha cxopocmv pazeumusi u msdcecmob NOPAHNCEHUS JIe2KUX
cyuwjecmeeHHoe GlusHUe OKA3blearom psod GHEWHUX (8 nepsylo ouepedb KypeHue) u
eenemuydeckux ¢oakmopos. Oonarxo auya ¢ Hedocmamounocmoio AI1AT mocym 6onems
XOBbJI oasxce npu omcymcmeuu KypeHus 6 aHamHese.

Y nayuenmos XObBJI ¢ oepuyumom AIAT no cpasuernuio ¢ 6onvhvimu XOBJI 6e3 nezo
Oonee 8bIpadiceHa 00bIUKA, XYAHce Kauecmeo HCU3HU U QYHKYUOHAIbHbIE NOKA3amenu
[37]. K ¢axmopam pucka oOvicmpozco npocpeccuposanus XOBJI y nayuenmog c
oepuyumom A1AT omuocsames Kypenue, NPUHAONEHCHOCHL K MYAHCCKOMY HOTLY, 0eOom
KAuHU4eckux nposenenuil 8 sospacme 30—44 nem, ODPBI 6 unmepesane 35-79% om
00JICHO20, OMmpuyamelbHas npooa ¢ OpoHxoAUMuUKom u Huskuil ypogerv AI1AT.

Bcex mammentoB ¢ aedunmurom AIAT HE3aBUCHMO OT BO3pacTta PEKOMEHIYETCs
paccrpaimBaTh O HAJIMYUU CUMIITOMOB CO CTOPOHBI F'eNaTOOMIHMAPHON CUCTEMBI, TS

UCKJTFOUCHHMS TTATOJIOTUH TIEYCHH U JKEITYCBBIBOASIINX MPOTOKOB [38-40].



YpoBenb yoOemuteabHocTH pexkoMenmpanuid C  (ypoBeHb [10CTOBEPHOCTH
JA0Ka3aTeJbCTB 5).

Kommenmapuu: Y nexomopwvix nayuenmog 0e3 NpusHaKo8 pamHe20 3a00.1e6aHUs
neyeHu 803HUKaem Hapyuerue QyHKyuu nevenu 8 noOpoOCmMKO80M 803pacme U no3oice.
Ilopadsicenue neueHu 60 63poCiOM 803pacme NPOABGIAEMC MEIKO- U KPYNHOY3108bIM
Yuppo3om U yacmo  Npugooum K  pa3eUmMul0 - 2enamoyeiioyspHoOU U

xonaneuoyennonapHou kapyurnomol [38-40].

2.2 ®dusukajabHoe 00cIeI0BaAHUEe

[Ipu pusukanbHOM 00CIEAOBAHUM MALIMEHTOB € AM(PU3EMON JETKUX, KaK MpPaBHIIO,
BBICITYIITUBAETCS OCNA0JIEHHOE JbIXaHWE MPU ayCKYyJbTallud U KOPOOOUHBIN 3BYK TIPH
NEPKYCCUHU, MOXKET ONpPEeNesaThCsA MapaJoKcaldbHbli Iynbc. K XapakTepHbIM
KOHCTUTYIIMOHAJIBHBIM Y€pPTaM TaKUX MAIlMEHTOB OTHOCSTCS CHUYKEHHBIM HHJIEKC
Macchl Tena, 00ukooOpa3Hasi rpyaHas KJIEeTKa C TOPU30HTAJbHBIM PACIIOIOKEHUEM

pebep, CrITaKeHHOCTh MEXPEOEePHBIX MPOMEKYTKOB, ITUPOKHUI AMUTracTpaIbHBIA YroJ

[1,41].

[Tpu mpoBeneHnn (HU3NKAIBHOTO OCMOTpA y MAlMEHTOB C MOJ03pEHUEM Ha AepuiuT
A1AT nHeoOXxomuMo Takke OOpaiiaTh BHHMAaHHE Ha COCTOSHHE TenaTOOMIHApHOU
CUCTEMBbl U KOXHBIX TOKpoBOB. [Ipu nedpunmre AIAT c npeuMyliecTBEHHBIM

IMMOPAKCHUCM IICUYCHU IIPU OCMOTPC MOTYT OBITH BBISIBIICHBI IMPU3HAKW OHUPPO3a IICYCHHU.

OpmHuUM U3 KIUHUYECKUX TposiBieHuii nepunuta A1AT gBisieTcss HEKPOTU3UPYOIIHUNA
MAaHHUKYJIUT, JJI1 KOTOPOTO XapaKTEPHO MOSBICHHUE MOIKOXKHBIX Y3JI0B Ha 00JaCTH

ATroaull, HIDKHEHW 4yacTu JKHUBOTA, MIPOKCHUMAJIbHBIX OTACIOB KOHCUYHOCTEH.

* V Bcex MalnuMeHTOB ¢ SM(HU3EMON JETKHMX PEKOMEHIYETCsS HCIOJIb30BaHNe
MyJIbCOKCUMETPUH IS OIICHKH HACBIIICHUS TeMorioonHa kuciopoioM (SpO?) [42,
119].

YpoBeHn y0eauTeIbHOCTH pexomenaaumii B (ypoBenn J0CTOBEPHOCTH

J0KA3aTeJbCTB 2).

2.3 JIabopaTopHbIe TUATHOCTHYECKHE UCCJICIOBAHMS

e Jlammentam c¢ »mduszeMoil nerkux npu 3HadeHuun Sa02<92% mno JaHHBIM
IIyJIbCOKCUMETPUN PEKOMEHAYETCS MPOBEJCHUE AaHAIM3a Ta30B apTepUaIbHOU
KpPOBH JJIsl OLIEHKH BBIPAXKEHHOCTH TANOKCceMUU [42].

YpoBeHb yOeAuTeIbHOCTH peKoMeHAauui A (YpOBeHb /10CTOBEPHOCTH

I0KA3aTeJIbCTB — 2)



* Bcem mamueHTaM C TOJA03pEHHMEM Ha HacieAcTBeHHBbIM aeduiut AlAT
PEKOMEHyeTCsl OIpe/eNieHue AakTUBHOCTU aibga-l-anTurpuncuHa B KpOBHU
[9,23,39,40].

YpoBenb yoOemuteabHocTH pexkoMenpanuii C  (ypoBeHb 10CTOBEPHOCTH

JA0KAa3aTeJbCTB 4).

Kommentapumn. B ycrnosusx P@ onmumanvueim sensemcs onpedenerue yposusa AIAT

MemOoOOM UMMYHOMYpOUOUMempuu, npu Komopoti Hopmanorvimu sHavenusimu AIAT 6

cvigopomke Kposu Oyoym cuumamovca 0,9-2 2/n (npu uzmepeHuu mMemooom

Hepenomempuu —om 2 0o 4 2/n) [23].

llpu unmepnpemayuu pe3yrbmamos ciedyem y4umuléamy, 4mo npu UHGEeKYUOHHbLX U

B0CNANUMENILHBIX PeaKyusx, OnyxoJix, cmpecce, uioxKe, OepemMeHHOCmuU, npueme

npenapamos, GKIUAIWUX 6 COCMA8 6ewecmsa U3 2pynnbl 3CMPO2eHOHO8

(ATX GO3C), yposenv AIAT 6 kposu nosviwaemcs [39,40]. Hccneoosanue nyuuie

nposooUms 6He Nepuooa 000CcmpeHuss accoyuupo8anuvix ¢ oepuyumom AIAT

3abonesanuti [45].

* Ouenka ypoBHs al-¢pakuuu TrI00yJIMHOB TpPHU OMNPEAENICHUH COOTHOIICHUS
OEIKOBBIX bpakuunii METO/I0M anekTpodopesa WIH METOI0M
BBICOKOUYBCTBHUTEILHOTO KAMWUISPHOTO 3JEKTpodopesa ¢ 1enblo JUArHOCTUKU
nedunuta A1AT He pekoMeHAyeTCs, TaK Kak TpeOyeT AaIbHEHIITNX UCCIeI0BaHUN
JUTsl TOATBEPKACHUS Auartosa [9,48].

YpoBenb ybOeaureabHocTH pexkoMeHgauuii C (YpoBeHb J10CTOBEPHOCTH

J0KA3aTeJbCTB 5).

Kommentapun. Crusxcenue aubo omcymcmeue ¢paxyuu al-2n00yiunos npu

PYMUHHOM 27IeKmpoghopese 0elK08 Niazmbl KpOsU NO3680Jsem 3an0003pums Haaudue

oepuyuma A1AT, nockonvky on cocmasisiem 80—90% al-enobyrunos kposu.

* Bcem manuentam ¢ aepunutom A1AT pekomMeHAyeTcs €KEroHOe UCCICIOBAHHE
aHanM3a KpPOBU OMOXMMHUYECKOTO OOIIETEeParieBTUYECKOTO C MCCIECIOBAaHUEM
ypOBHS aJlbOyMUHA B KPOBH, UCCIIEIOBAHHEM YPOBHSI 00IIET0 OMITUPYOHHA B KPOBH,
oTpesieNiecHeM aKTUBHOCTH aclapTaTaMHUHOTpaHc(hepassl B KPOBHU, OMpPEICICHUEM
aKTUBHOCTH aJaHMHAMHUHOTpaHc(hepasbl B KPOBH, OIPEACICHHEM aKTHBHOCTH
ramma-TIoTaMIITpaHcpepasbl B KPOBU U MCCIIECOBAHUE YPOBHS TPOMOOIIUTOB B
kpoBu [47].

YpoBenb ybOeaureabHocTH pexkoMeHgauuid C (YpoBeHb JI0CTOBEPHOCTH

J0KAa3aTeJbCTB 5).

KommenTapun. ¥V  nayuenmos ¢ odegpuyumom AIAT uyacmo  evissnsemcs

mpaH3unopHoe noesvluieHue mpancamunds. CHuoicenue cuHmemu4eckoti qbyHKI/ﬂ/tu



neyeru (CHUMiCeHue arbOyMuna) u mpomooyumoneHus boee cneyupuunsl O yupposa

nevyeru.

2.4 UucTpyMeHTAJIbHbIE TUATHOCTHYECKUE UCCIeT0BAHUSA

MGTOIILI BU3YyaJIN3allun

* BceM nmanueHTaM ¢ moJI03peHrueEM Ha SM(PU3eMy JIETKUX PEKOMEHTyeTCs POBOIUTD
MPUIIEIbHYIO PEHTIeHOTrpaduio OPTaHOB IPYIHOM KIETKU B MPSIMOMN MPOCKIUHU IS
MOTBEPXKACHUS TUATHO3a MCKIIIOUCHUS APYTHX 3a00JI€BaHUN OPTaHOB JBIXaHUS U
cpenocrenus [43,44].

YpoBenb yoOenuteabHocTH pexkoMenaanmuidi C  (ypoBeHb /J0CTOBEPHOCTH

JA0Ka3aTeJIbCTB 5).

Kommentapumn. K xapakmepHvim npusnakam sm@uszemsl 1e2Kux OmHOCIMCs HU3KOe

cmosiHue u ynioujenue ouagpasmol, EPMUKAIbHOE NONOJCEHUe cepoyd, Veeaudenue

nepeoHe3aone20 pasmepa 2pyoHOU KIemKu U pacuiupenue pempocmepHaibHO2O
npocmpauwcmea, — oOeOHeHue  J1e204H020  PUCYHKA,  YACMO  8CMPeyaemcs
20PU3OHMATILHOE PACNOJIOJCEHUE pedep U paCuupeHUue MedcpeOepHbIX NPOMENCYMKOS.

s nayuenmos c omepuzemoti na ¢hone Oepuyuma AIAT 6bonee xapaxmepHo

NOPadiceHue HUMNCHUX 0MOeno8.

V uacmu nayuenmos c smghuzemoul neeKux Ha HAYAIbHLIX dMANAX USMEHEHUs Ha

PEeHmeeHocpamme op2ano8 epyOHOU KIemKu MO2Ym OmMCYmCcme08anb.

* V TDanWeHToB C BIEpPBbIE BBIABICHHOW SM(U3EMON JIETKHX, HaJIH4ueM
pECTUPATOPHBIX CHUMITOMOB H/WJIM W3MEHEHHMEM IOKa3aTeleld (PyHKIIMU JIETKUX
PEKOMEHIyeTCsl POBEACHNE KOMIBIOTEPHON TOMOTpaduu BHICOKOTO pa3perieHus
(KTBP) opranos rpyanoi kinetku [49].

YpoBenb yOeaureabHocTH pexkoMeHgauuid C (YypoBeHb JOCTOBEPHOCTH

0KA3aTeJbCTB — 4)

Kommentapumn. KTBP  opeanoé  epyoHol  KlemKku  A61iaemcs  Haubojee

YYBCMBUMENbHBIM U CREeYUDUUHBIM MEMOOOM 015 8bIABIEHUS, OYEHKU BbIPANCEHHOCMU

u Moponocuueckotl xapaxmepucmuxu d2mpuzemol néexkux [50].

Impuzema npossnsemcs 6 8uoe omoenIbHbIX YUACMKO8 NOHUNCEHHOU NIOMHOCIU Oe3

KaKux-mobo epanuy Ui 02paHudeHHblx MmoHKUMU (MeHee 1 MM) cmeHkamu, 8 yeHmpe

MAaKux nPoCceemieHUli MoX*cen Haxo0UumvCs Mo4Ka — 6emab JIe20YHOL apmepull.

Ilpu oepuyume A1AT kraccuueckum npusHaAKoOM A811emcs NaHI00VIAPHAS dMPUzema

C NpeuMyujeCmeeHHbvIM NopadceHuem HudxicHux ooaeti nteekux [1,9].



Haubonvuweti wyscmseumenbHocmoio 1 cneyu@duuHOCmoio 8 oyeHKe npocpeccuposaniis
ompuzemvl  obradaem  MemoO  PEeHMeHOOEHCUMOMEMPUU,  KOJUYECMBEHHO
OYEHUBAIOWULL BbIPAICEHHOCMb dIMpuzembl [49,51].

* Pekomennyercs peryisapHoe nposenenue KTBP opranoB rpyaHou KiIeTku AJist
OIICHKH MPOTPECCUPOBAHMS IM(DHU3EMBI y TTAIMEHTOB ¢ TSKENBIM nedpururom A1AT
[52].

YpoBenb yOenuTeqbHOCTH pekoMeHgauuii B (ypoBeHb J0CTOBEPHOCTH

JA0KAa3aTeJbCTB 2).

OyHKIMOHAJIbHAS] TMArHOCTHKA

* Bcewm mammenram ¢ nogo3penneMm Ha XOBJI u smdpuzeMy erkux pekoMeHIyeTcs
MPOBOJUTH CHUPOMETPHUIO C OPOHXOIMIATAIIMOHHBIM TECTOM JJISl BBISBICHHUS U
OLICHKH CTENICHH TSHKECTH OOCTPYKIIMH JbIXaTeNbHBIX IyTel [53,54].

YpoBenb y0enuTeJbHOCTH pekoMeHaanuii 4 (ypoBeHb I0CTOBEPHOCTH

noka3zaTesbeTB - C)

* BceMm manueHTaMm ¢ BBIPKEHHON SM(PU3EMOH JETKUX U HATMIUEM PECTTMPATOPHBIX
CUMIITOMOB PEKOMEHJIyeTCS MpPOBEJCHHE OOauIuieTu3Morpadun U McieIoBaHUE
1 dy3uOHHOM CIIOCOOHOCTH JIerKux [55,56].

YpoBenb ybOeaureabHocTH pexkoMeHganuid C (YypoBeHb J0CTOBEPHOCTH

J0KA3aTeJbCTB - 5)

KomMmeHnTapumn. Memoovl ucciedosanus j1e2ouHblX 00bemo8 u  oughgyzuonnou

CHOCOOHOCMU JlecKUX A6IAI0Mcs 6oee Yy8CMEUMENbHbIMU YeM CAUpPOMempus OJis

OYeHKU PYHKYUOHAbHO20 CIMamyca Nayuenmos ¢ SMPU3emMotl 1ecKux.

I omgpusemol neckux xapaxmepno cuudxcenue DLCO menee 80% om oOondwcnwix

BeIUYUH NPU OOHOBPEMEHHOM CHUMCEHUU 00vbema (opcuposanHo2o evldoxa 3a 1 cex

(ODBY) menee 80% om 001#CHO20 U/UMU NOBLIUEHUU OCIMAMOYHO20 00beMa NeeKUux

(OOJI) 6onee 120% om oonxcnoco, a marxace yeenuuvenuu POE u omuowenuu

OOJI/OEJI [57,58].

* [lammmentam c¢ gedumurom AlAT, He COMPOBOXKIAIOUIMMCS KIMHUYECKUMU
MPOSIBIICHUSIMHU, PEKOMEHIyeTCs TIPOBEJICHUE CIIMPOMETPUN Ha 3Tarie TepBUYHOTO
obcnemoBanms [59,60].

YpoBenb yoOenuteabHocTH pexkoMenpanuii C  (ypoBeHb [10CTOBEPHOCTH

J0Ka3aTeJbCTB 4).

Kommentapum. [lo oannvim cnupomempuu y nayuenmog c oepuyumom AIAT

onpeoensiemcsi NpeumMyujeCmeeHHo O00CMPYKMUBHbIIL MUn HApyuleHutl, y MHO2UX

nayueHmos onpeoensiemcs 00pamumocms OPOHXUANbHOU 0OCMPYKYUU.



Pannsas ouaenocmuxa ¢ynxyuonanohvix usmeneHull (OpOHXUATLHOU 0OCMPYKYUL)
n03805em C80EBPEMEHHO NPUHAMb Mepbl N0 YCMPAHEHUI) (OAKmopos8 pucka
nospescoenus nezkux, Hadamo mepanuto XObBJI u paccmompems 6onpoc o
cneyugpuueckou mepanuu depuyuma AIAT.

* [lammentam c nerouHo Qopmoit nepunmra AlAT BHauane pekOMEHTyeTCs
MIPOBOJUTH CIIUPOMETPUIO KaxKaple 6—12 MecsueB A HUCKIIOUYEHHs] OBICTPOTO
MIPOTPECCUPOBaHUsA 3a00JIEBAHMUS, TIOCIIE YErO YacTOTa UCCIIEI0BAHUNA MOXKET OBITh
cHmxkeHa [9,47].

YpoBenb yoOenuteabHocTH pexkoMenganuii C  (ypoBeHb [10CTOBEPHOCTH

JA0Ka3aTeJbCTB 5).

Kommentapun. Ckopocmo  cuusicenuas ODBI  npu  degpuyume AIAT cunvho

sapvupyem y pasuvlx NayueHmaos.

e [lammmentam c¢ gepunurom AlAT pekoMeHIyeTCs €XKEroJHO IPOBOJUTH
yabTpa3ByKoBoe wuccienoBanue (Y3U) opraHoB OpromrHOM IMOJOCTH IS
WCKJTFOYCHUS MPOSBIICHHUS O0JIE3HU CO CTOPOHBI ITeUeHH [47].

YpoBenb yoOemuteabHocTH pexkoMenaanmuii C  (ypoBeHb J10CTOBEPHOCTH

JA0KA3aTeJbCTB S).

2.5 Uuble THArHOCTHYECKHE MCCJIeI0BAHUA

(DCHOTI/IHI/IpOBaHI/IG U TCHOTUIIMPOBAHHUC

HOI[ TCPMHUHOM «(I)eHOTI/IH» IMPUHATO IMOHHUMATBL SKCIPECCHUIO OIPCACIICHHOI'O THIIA

A1AT, a moHsATHE TEHOTHUIT OTPAXKAET CHECIUPUICCKYI0 KOMOMHAIMIO aJUIeleH.

* Bcem mammenTam ¢ kauHH4YeckuMu Tnpu3Hakamu aehunuta A1AT (cMm. Ttabdn. 1)
W/WIM CHWKEHHOW KoHIeHTparuu A1AT B CBHIBOPOTKE KpPOBU PEKOMEHIYETCS
MPOBOAUTH ompezenieHne Gpenotuna u renotumna [39,40].

YpoBenb ybOeaureabHocTH pexkoMeHgaumid C (YpoBeHb J10CTOBEPHOCTH

J0KA3aTeJbCTB 4).

Kommentapumn. [ enomunuposanue obradaem Haudoavuiell 4y8CmeumenbHoCmvio u

cneyuguunocmoio 0ns onpeoenenus oepuyuma AIAT (S- u Z-annenu). [lo yposHio

AIAT 6 cvi60pomie Kposu HEBO3MONCHO Npednonodxcums 2enomun oeguyuma AI1AT.

I'enomunuposarue npoeooumcs Memooom allerbcneyuhpuueckol amnaugurayuu

(Ona evisisnenus anneneu S u Z) unu npamvim cekgenuposanuem JJHK, svioenennoii uz

JII0OBIX S10POCOOEPAHCAUUX KNeMOK 01 8blsAGIeHUs peOKux mymayutl [46].

Onpeodenenue ¢penomuna AIAT (A-Z) pexomendyemcsi npoooums ¢ HOMOWBIO

MOHKOCIOUHO20 U303NIeKmpuyeckozo Qokycuposanus [9]. Hauanonvimu Oykeamu



aqubaeuma 0003Havarom eapuarmsl ¢ 8bICOKOL CKOpOCmbvio nepemeuierusl, KOHe4YHblMU

— nepemewarouiuecs ¢ HU3KOU CKopocnibio.

3. Jleuenune, BKJII0Yasi MEIUKAMEHTO3HYIO U
HeMeAMKAMEHTO3HYI0 Tepanuu, IMeTOTepanuio,
00e3001MBaHue, MeJUIIMHCKHE NOKA3AHUA H
NMPOTHUBONMOKA3AHUS K PUMEHEHNIO0 METOI0B JieUeHM s

3.1. KoncepBaTuBHas Tepanus

* Bcem mammenTam ¢ ampu3eMon JETKUX PeKOMEHIyeTCsl 0TKa3 OT KypeHus [61,62].
YpoBenb ybOeaureabHocTH pexoMengaumii C  (YpoBeHb 0CTOBEPHOCTH
J0KA3aTeJbCTB — 4)

* Ilpu oTCYTCTBUM NMPOTHUBOINOKA3AHUMN NJIs1 MOJIEPKKH YCHIIMM M0 MPEKPaLEHUIO
KypeHHUsl pEKOMEHyeTCS Ha3HayaTh Mpenaparhl, IpUMEHsIeMbIE TP HUKOTUHOBOM
3aBUCUMOCTH [63-67].

YpoBenb y0eauTeIbHOCTH pexomenaauuii A (ypoBeHb  JI0CTOBEPHOCTH

I0KA3aTeJIbCTB — 1)

Kommentapumn: @apmaxomepanus  3¢hghekmusno  noooepxcusaem  ycuius no

npexkpawjenuio xypeuus. K npenapamam nepeoti nunuu ona neweHus mabauHou

3ABUCUMOCINU OMHOCAMC  BAPEHUKAUH, HUKOMUH, 6 mOoM 4ucie 8 ¢opme

MPAHCOEPMATbHOU MEPANnesmuiecKoil CUCHeMbl.

* VYV nauueHToB c 3MduzemMoil nerkux, odycnoniennoit XOBJI w/unu aepuuurom
A1AT, PEKOMEHIYETCS HUCIIOIb30BATh JUINTEIILHOTO IIEUCTBUSA
antuxonuHepruyeckue cpeactsa (AJIAX), cenektruBHbIe OeTa2-aApEHOMUMETUKH
(AABA), rmoxokoptuxkounns! (MI'KC) — B popme 1151 MHTansauuii — u, KOMOMHAIH
nepeuncaeHubix npemnapatos (JJIBA/JAAX, AJABA/WT'KC, JABA/AJAX/UTKC)
M0 CTaHAAPTHBIM TMOKa3zaHusaM [9,53].

YpoBenb yoOemuteabHocTH pexkoMenaanuid C  (ypoBeHb J10CTOBEPHOCTH

J10KAa3aTeJILCTB 5).

KommenTapum. Jleuenue XObJI nposooumcs 6 coomeemcmsauu ¢ MeicoOyHapoOHbLMU

U Ome4eCmeeHHbIMU PEKOMEHOAYUAMU NO JIeYeHUI) OaHHO20 3A001e8aAHUSL.

e Jlna neuenus oboctpenuit XOBJI nHa ¢one nedpunmra AIAT pexomenayercs
yBEJIMYEHHUE JO03 TMpenaparoB s JIeYeHUs OOCTPYKTHBHBIX 3a00JIeBaHMIMA
IBIXaTENbHBIX MyTeH B (QopMe HHralsAIui, Ha3HAYCHHE KOPOTKUX KYpCOB
TJIFOKOKOPTUKOUIOB JICUCTBHS, TPU HM3MEHEHUU CBOMCTB MOKPOTHI — paHHEE
HCII0JIb30BAaHUE aHTUOUOTUKOB, a TaKKe€ MPOBEJECHUE PECTTMPATOPHON MOIIEPKKU

NPy HAUIMYUM TToKa3zanuu [1,9,23].



YpoBenb yoOemuteabHocTH pexkoMenmpanuid C  (ypoBeHb [10CTOBEPHOCTH
0Ka3aTeJIbCTB 4).

Kommentapun. Obocmpenus XOBJI, ocobenno ¢ npusnakamu O6axmepuaibHOU
ungpexyuu, y nayuenmos c oegpuyumom AIAT xapaxmepuszyromcs uz061mouHou
9NACMA3HOU AKMUBHOCIbBIO, 8 C8A3U C YeM aKMUBHoe JieueHue O0JIHCHO Oblmb
HA3HAYEHO KAK MOJCHO paHbvlle.

3amecTUTeNbHAs Tepanus

Ha ceropnsiHuii JeHb €IUHCTBEHHBIM JOCTYIHBIM CIEUU(DUUECKUM CPEICTBOM
agedeHus: HMuU3EMbl JIeTKuX, 00ycinoBiaeHHoN aedpuuurom AlAT, sBisercs
BHYTPUBEHHAsi 3aMeCcTUTEeNbHas Tepamnus  aibgal-mpoTenHa3bl  HUHTUOUTOPOM

(4emoBeUeCKUM), TIOJTyYCHHBIM U3 ITyJia JOHOPCKOM IIJIa3MBI.

3amectuTenbHas Tepanus 3PPEeKTUBHO CHIKAET €KETOIHYI0 OTEPIO JIETOUYHOM TKaHH,
0 YEeM CBUJETENIbCTBYET OLIEHKA MOKa3aTeleil peHTT€HOJACHCUTOMETPUHN B IMHAMUKE
[68-72]. Ecth Takke naHHbIC, TMOATBEPIKIAIOIINE YMEHBIIICHUE CKOPOCTH CHIDKCHHS
O®BI1 Broa 1 CTATUCTUYECKH 3HAYUMOE YBEIIMUYEHUE MTPOIOJKUTETHHOCTH KU3HH TIPU
IIPOBEICHUU 3aMeCTUTENbHOM Tepamnuu [60,70,72—75]. CornacHo psiiy UcClieI0BaHUM,
3aMeCTUTENIbHAS Teparusi CIOCOOCTBYET CHMYKEHUIO YaCTOThl U YMEHBIICHHIO TSKECTH
oboctpennit XOBJI mpu nedpumure A1AT, a Takke yIydIIeHHUIO KadyecTBa KU3HU

NaIMEeHTOB, OJHAKO JOKA3aTCILHOM Oa3bl MOKa HEIOCTAaTOYHO [76—78].

* BHyTpuBeHHass 3aMecTUTENIbHas Tepanus aibdal-nmporernHassl HWHTHOUTOPOM
(uenoBeyecknM) pekoMeHayeTcst B jgo3e 60 MI/Kr eXKeHeleIbHO JHIaM ¢
nedumurom A1AT denorunor Pi*ZZ, Pi1*ZNull, Pi*NullNull mbo #c penkumu
neUIMTHRIMU BapuanTtamMu c KoHueHtpamueit AIAT wmenpme 0,8 1/m (11
MKMOJIB/JI) cTapiie 18 neT, HamuuueM KIMHHUYECKUX MPOSBICHUA CO CTOPOHBI
opranoB apixaaust © O®B: 30-65% ot momxHoro [9,23,73,78,79,80].

YpoBenb ybOeaureabHocTH pexkoMeHaanmuid C (YypoBeHb J0CTOBEPHOCTH

J0KA3aTeJbCTB 4).

KommenTapum. 3amecmumenvras mepanusi HAnNpaeiena HA OOCMUMCEHUe U

noooepacanue  xouyenmpayuu AIAT eviwe nopoea 6eszonacnocmu — 0,8

e/n. Yempanenue oeghuyuma e modxcem 80ccmano8ums nOBPeHcOeHHvle CpYKmypol

JIe2K020, HO MOJHcem npedomapamums OaibHeliuee No8pexcoeHue 1e20UHOlU MKAHU U

cmabunuzuposams cocmosinue nayueuma [79,81].

* V nauuentoB ¢ aepuuutom AIAT u ODPB: <30% pekoMmeHayeTcsl pacCMOTPETh

BOIIPOC O BHYTPUBEHHOM 3aMECTUTENBHOUN Tepanuu [82].



YpoBenb yoOemuteabHocTH pexkoMenpanuid C  (ypoBeHb [10CTOBEPHOCTH

JA0Ka3aTeJbCTB 5).

KommenTapum. B kauecmee apeymenmos 3a npogeoenue 3amecmumeibHol mepanuu

gblcmynaem NOMEHYUAbHAS 803MONCHOCHL YMEHbWUMb CMEPMHOCMb, 3aMe0IUMb

npoepeccuposatnue 3abonesanus. OOHaxo O0oxazamenvHou 6a3vl 0/ NPOBeOeHUs
3amecmumenvpHou mepanuu y OAHHOU Kame2opuu NayueHmos HedoCmamouHo.

* V mnamuentoB ¢ npedpummrom AIAT ¢ ODPB1 >65% pemienue OTHOCUTEIBHO
IPOBEJCHUSI  3aMECTUTENIbHOM  Tepalnud  PEKOMEHAYeTCsl  NpUHUMATh B
WHIMBUIYaJTbHOM MOPSJIKE, C YYETOM IMOTEHIUATbHOW BO3MOXHOCTH 3aMEJIUTh
MporpeccupoBaHre 3a00I€BaHUs U B TO K€ BPEMs BBICOKOW CTOMMOCTH TEPAIUU U
OTCYTCTBHEM JIOKa3aTeIbHOM 0a3bl 1T TaHHOW KaTeropruu OOJIBHBIX [82].

YpoBenb yoOemuteabHocTH pexkoMenaanmuid C  (ypoBeHb J10CTOBEPHOCTH

JA0KA3aTeJbCTB S).

Kommentapumn. /lpogunakmuueckoe npumenenue ayeMeHMayuoHHOU mepanuu

HeyenecooopaszHo, NOCKOIbKY He Y 6cex nayueHmos ¢ msajceavim oegpuyumom AIAT

passuaemcs oImpuzema 1eeKux.

Ilpu npunsmuu pewieHuss OMHOCUMENLHO NPOBEOEHUsl 3AMEeCIMUMEeNbHOl mepanuu y

IMUX NAYUEHMO8 Clledyem Yuumvleams makue axmopul, Kax 603pacm, Ovicmpoe

chudicenue  ODBI,  cuudcenue  oughghysuonnoli  cnocobrocmu  1e2Kux — u

npoepeccuposarue smguzemvt no oannvim KTBP opeanos epyoroti kiemxkiu.

* BHyTpuBeHHas 3aMeCTUTEIbHAs Tepanus He pekoMeHayercs nanuentam ¢ XOBJI ¢
reTepo3uroTHHIM reHoTumnom aeduimra A1AT [81,83].

YpoBenb ybOeaurteabHocTH pexoMeHgauuidi C  (YpoBeHb 10CTOBEPHOCTH

J0KA3aTeJIbCTB S).

Kommentapumn. Ponb samecmumenvHou mepanuu y OGHHbIX NAYUEHMO8 8 HACMOosiujee

8pemsl He SICHA.

* [lpu mnpoBeAcHWH 3aMECTHUTEIBHONW Tepaluu pPEKOMEHAYETCS BHYTPHUBEHHOE
BBeJIcHHE alb(dal -mpoTrenHaszbl UHTHOUTOpPa (YenoBedeckoro) 1 pas B HEEIO B 103€
60 mr/kr [9,84].

YpoBeHb yOeauTeJbHOCTH PpexkoMenaanuidi B (ypoBeHb J10CTOBepHOCTH

J0KAa3aTeJbCTB 2).

KommenTtapumn. borvuwuncmeo ucciedoganuti, CcpagHueasuiux 2QgexmueHocms

PA3HbIX CXeM mepanuu, 6blAGUNU NPEUMYUEeCmBd  eHCeHeOeNbHO20 668e0eHUs

npenapama. Iloxazano, umo sma cxema nosgosiem noodepaicusams yposenv AIAT

8blule nopoea 6e30NACHOCMU HA 8CeM UHMepPBane Mexcdy 88e0eHUAMU U NOBbILLAEM

YpPO6€Hb AHMUINACMA3HOU AKMUBHOCHI.



Onpedenenue akmusHocmu anvga-1l-anmumpuncuna 6 Kposu ¢ yeavto noobopa 003vl
3amecmumesnbHol mepanuu He peKoMeHOYemcs.

3aMecTuTeNbHAs Tepamnus, KaK MpaBUiIo, Xopomio nepeHocutcs. [1o6ounbie peaknuu
OOBIYHO OTHOCHUTEJIBHO JIETKHE W KYIUPYIOTCS camocTosaTenbHo. Hambonee wacto
BCTPEYAIOTCs HEOOJbINasi JIMXOpaaka W O03HOO, KpaluBHHIIA, TOIIHOTa W PBOTA,
c11aboCTh, TOIOBOKPYXKeHNE. AHA(PUIAKCUS ONMCaHa, HO BCTPEYAETCs KpaiHe peaKo.
CnydaeB mMapeHTEpALHOTO 3apakeHHs BUpPYCHbIM rematutom u BUY (Bupyc

UMMYHOAe(PHIIMTA YSIOBEKA) U JISTATLHBIX HCXO0/I0B He 3adukcupoBano [71,75,85-88].

e [lammentam ¢  oSMdu3eMoil  JETKMX W XPOHUYECKOHM  JbIXaTeIbHOU
HEJI0CTATOYHOCTBIO PEKOMEHIYETCS MIPOBEICHUE JIUTEIBHON KUCIOPOAOTEPAIIUU
0 CTaHAAPTHBIM TOKa3aHUsAM (TToKa3aHus cM. Tabi.3) [53,89].

YpoBennb yOeaurTeabHOCTH pexkoMenaanuii C (YypoBeHb J0CTOBEPHOCTH

I0KA3aTeJIbCTB —5)

Tabauma 3. [Toka3aHus K HA3HAYEHUIO JJTUTENILHOM KHCIOPOI0Tepaniu

[Tokazanus PaO> Sa0» Oco0ble ycitoBust
(MM pr.ct.) | (%)

AOCOIOTHBIE £55 £88 Her

OtHocurenpHble (Mpu  Haymmuuu | 55-59 89 Jlerounoe  cepaie, — OTEKH,

0COOBIX YCIIOBHIA) HOJTHIUTEMHUSI (reMaToKpUT
>55%)

Her moka3anuii (3a uckmouenueM | > 60 390 Jlecatypanus npu Harpyske

0COOBIX YCIIOBHIA) Jecaryparnus Bo BpeMsi CHa

bone3dp nerkux ¢ TOKEIbIM
JIMCIIHOE, YMEHBIIAIOIKUMCS Ha
done O2

KOMMeHTapI/II/I. Hapcmempbl 2613006M€Ha, HA KONOpPbIX OCHOBbIBAIONICA NOKA3AHUA K
,ZZKT, peKOMeHOyemCﬂ oyeHueanib mMoJIbKO 60 e6pem:l CcmMabuIbHO20 COCMOSHUS

bonvHbLX, m.e. uepes 3-4 nedenu nocie obocmpenus XObBJI [90].

3.2. Xupyprudeckue MeTOAbI Je4eHU S

* [lammmentam c¢ XOBJI u Oymie3Hod smMpuU3EMON PEKOMEHIYETCS TPOBEIACHUE
OyJUIPKTOMHM TPU HAJIWYUKM BBIpaXXEHHON onpimiku (2-4 crtenenp nmo mMRC),
BBI3BAHHOM C/aBJIeHWEM JIETKOr0 KpPYHHBIMU OyJulaMH, MHEBMOTOpaKca WM

KpOBOTEUEHHUS BCIIEJICTBUE pa3pbiBa Oyuibl, MHGUIIMpoBaHus OyJuisl [1].




YpoBenb yoOemuteabHocTH pexkoMenmpanuid C  (ypoBeHb [10CTOBEPHOCTH

0Ka3aTeJIbLCTB 5)

e [lammmentam ¢ XOBJI ¢ BepxHenoneBo dM(PU3EeMO U HU3KOU MEPEHOCUMOCTHIO
(bu3MYeCcKO HArpy3Kd PEKOMEHIYETCs MPOBEICHHE OINEpaIiK MO YMEHBIICHHUIO
oobema Jjierkux [91].

YpoBeHb yOeauTEJbHOCTH peKkoMeHaanmuid A (YypoBeHb JJI0CTOBEPHOCTH

0KA3aTeJIbCTB — 2)

KommenTapum: /Iposedenue xupypeuveckozo ymenvuieHus oovema neekux (XYOJI) y

nayueHmos ¢ d2Mpuzemol noKazaHo npu Hekoppueupyemou ooviuike (2-4-ii cmenenu

no wxane mMRC), ODBI < 40% om dondichozo nociie npoowi ¢ bpouxoaumuxom, OOJI
> 200% om oondxcnoco, OEJI > 120% om odonxcrozo, chusxcenuu DLCO < 50% om

O0JIJCHOLL, 2eMePOeHHOCU dIMPuU3eMbl ¢ HATUYUEM USMEHEHHBIX U 300PO8bIX 30H 8

neekux. Ilpomusonoxazanusmu x npogeoenuto XYOJI y nayuenmos c¢ smghuszemotu

Jle2KUX AGNAIOMCA 803pacm cmapuie 75 Jiem, KypeHue 6 medenue nocieoHux 6 mecayes,

necounasn eunepmensusi, PaCO26 nokoe 6onee 55 mm pm. cm., DLCO < 10% u > 50%

om QO0JICHOU, mAadcevle KOHKypupyiowue 3aoonesanus [92,93].

B nacmoswee epems 0 ymenvutenus o0vema ne2Kux 803MONCHO UCNOIb308AHUE U

MeHee UHBA3UBHBIX MeMO0008 C NOMOUbIO OKKIIO3UU CE2MEHMAPHBIX OPOHXO08.

[IpoBenenne XYOJI y mamueHntoB ¢ smbmzemor Ha ¢oHe medpurura AIAT He

pexomenyercs [94-96].

YpoBenb ybOeaurenabHocTH pexkoMeHgaumii C  (YpoBeHb 10CTOBEPHOCTH

JI0Ka3aTeJbCTB 3).

Kommentapumn. V nayuenmos ¢ oegpuyumom AI1AT smehuzema vacmo noxkanruzosana

npeuMyuecmeerHo 6 0a3albHblX OMOeNax lecKUX UIU HOCUM 2eHepalu308aHHblU

xapakmep, umo oenaem evinoneHue XYOJl mexnuuecku 60/1ee CIONHCHLIM U 8e0em K

VBENUYEHUIO CMEPMHOCHI.

* [lpu TspKETOM TedeHUH 3a001eBaHus (BhIpaKeHHAs SM(PHU3eMa U OJBIIIKA B TTIOKOE U
MUHUMAJIBHOHN (PU3UYECKOM HArpy3Ke, COXPaHSIONIAsCs HECMOTPS HA ONITUMAJIbHYIO
MEIUKAMEHTO3HYIO U peaOUIUTAIIMOHHYIO TEPAINI0) PEKOMEHYETCS pacCMOTPETh
BOIPOC O TPAHCIUIAHTAIWY JieTkux [97-99].

YpoBenb yoOemuteabHocTH pexkoMenaanuid C  (ypoBeHb J10CTOBEPHOCTH

J0Ka3aTeJbCTB 4).

Kommenrtapumn. Boircusaemocms  y  nayuenmoe ¢ XODbBJI,  accoyuuposannou c

oepuyumom AIAT, nocre mpauncnianmayuu JecKux He OMIUYANACL —OMm

svloicusaemocmu nocie mparcnianmayuu nayuenmos ¢ XObBJI 6e3 oeqpuyuma A1AT.



4. MeauUMHCKAA peaduJIuTAIMsA, MeAMIIMHCKHAE TTOKA3AHUS
U NMPOTHBONOKA3aHUSI K IPUMEHEHUI0 METOI0B
peaduInuTAIMH

*  Kypchl JIerouHo# peabMInTalud peKOMEHAYIOTCS MAUEHTaM ¢ YM(U3EMOI JTeTKUX
Y MIOCTOSTHHOM OJIBIIIIKOM, HECMOTPS Ha IPOBOAMMYIO T€PAIUIO, a TAKKE (PU3UUECKU
HEaKTUBHBIM OOJBbHBIM C YacTbIMH OOOCTPEHUSIMU WM HENEPEHOCUMOCTHIO
¢busuaeckoit Harpysku [100,101].

YpoBenb yoOenuteabHocTH pexkoMenaanuii C  (ypoBeHb J10CTOBEPHOCTH

J0KAa3aTeJbLCTB — 5)

* PeaOunuranus siBisieTcss MHOTOKOMIIOHEHTHOM Mepoii. PexoMeHyercst BKII04aTh B
porpaMmy JIETOYHOW peabHIUTAIMK TICUXOJIOTUYECKYI0 TOJICPKKY U OOprOy ¢
aenpeccueit, oO0ydeHne, HyTPUTUBHYIO TMOACPKKY M (PU3MUECKYIO TPEHUPOBKY
[102]. MTenbHOCTh TaKOW MPOrpaMMbl HE YCTAHOBJIEHA, OJIHAKO CUUTAETCS, YTO
OHa MOXET npojopkarbes ot 4 1o 10 vexens [103].

du3nyeckue TPEeHUPOBKH

* [lpu npoBeneHnr JErOYHOW peabMIUTALNK Y TALUEHTOB ¢ dSM(PHU3EMOH JTeTKUX U
XOBJI pexomenayeTcs BKIOYATh B IporpaMmy (uznueckue TpeHupoBku [104].

YpoBeHb yOeauTeJbLHOCTH pekoMeHaanuii B  (ypoBeHb Jd0CTOBEpHOCTH

I0KA3aTeJIbCTB — 2)

KomMmenTapum: Paspabomka mpenupogouHulx npocpamm mpeoyem uHOUSUOYAIbHO2O

nooxooa u 3asucum Om UCXOOHO20 COCMOAHUSL NAYUEHMA, CMeneHu MmaHcecmu

3a60/1e6aHUsL U CONYMCMBYIOWUX 3a001edanutl, a makice momugayuu. Ilpu nanuyuu

COOMBEMCMEYIOWUX NOKA3AHULL 60 6peMsl MPEeHUpOsKU clledyem UCHONb308amb

PpasiudHbvle 8UObL PECRUPAMOPHOL NOOOEPIHCKU.

B rauecmee uzuueckoli mpeHupoKu MON*CHO UCNOIb308AMb 3AHAMUL HA 0e20801U

oopooicke unu  genospzomempe om 10 0o 45 munym Ha 00HO 3aHAMUE C

unmencusnocmovio om 50% nukogoeo nompebieHusi KUCI0pooa 00 MAKCUMAILHOZO

yposHs  nepenocumocmu  [105]. B obwemepanesmuueckou  npakmuke npu
omcymcemeuu pecypcos 0js NOJIHOYEHHOU peabuiumayuu ciedyem peKxomMeHO08amb
exceOnesHbvle npo2yaku (Hanpumep. 30 munym, 4 Km — 6 3a8UcumMocmu om Gu3U4ecKo2o
cmamyca), a makxdyce MpPEeHUPOSKU € NOMOWbIO CKAHOUHABCKOU X00bObl. B psode

NPOSPAMM UMEIOMCS MPEHUPOBKU 8EPXHEN 2PYNIbL MbLULY, YN0 VIYUUAEm UX (DYHKYUIO

u cuny [106].

* PekoMeHlyeTcs BKIII0YaTh B IPOrpaMMy peadMIUTaluy TPEHUPOBKY JIbIXaTeIbHOM
MYCKYJaTypbl C TOMOIIbIO pPAa3JUYHBIX BUJOB YCTPOHCTB (ABIXATEIbHBIX

TpeHaxepos) [107].



YpoBenb yoOemuteabHocTH pexkoMenmpanuid C  (ypoBeHb [10CTOBEPHOCTH
0KAa3aTeJIbCTB — 3)

KommenTtapum: Tpenuposka  pecnupamopuvix — Mblldly — MOCEm oasamb
nON0ACUMENbHYIL dhhekm, 0COOEeHHO 8 cOUemaHUul ¢ OOUUMU MPEHUPOBKAMU.

* VYV Bcex mamueHToB ¢ sMpmsemont nmerkux m XOBJI B mporpammy JerodHoi

peaduIMTaly peKOMEHAyeTCs BKIoYaTh o0yuenue [108-110].

YpoBenb ybOeauresbHocTH pexkoMeHganuid C (YpoBeHb J0CTOBEPHOCTH
J0KA3aTeJIbCTB — 3)

KommenTapum: O6yuenue nayuenmos asisiemcsi 3@P@OEKMUSHbIM — CPEOCmEOM
00CmudICeHUsI KOHKPEMHbIX Yeiell, 6KII04as npekpawjeHue KypeHus, noHuManue psod
80NPOCOB, CEAZAHHLIX C MEPMUHANLHLIMU COOLIMUAMU U  VIYYUIEHUS UCX0008
obocmpenuu. 1A nNOJNCUNLIX  NAYUEHIMO8  MO2YM — OKA3AmbCs  NOJIe3HbIMU

MHO20NPOghuIbLHLLIE 0OpaA308aMeENbHBIE NPOSPAMMDbI.

5. IlpoduiiakTka v AMCIAHCEPHOE HADJII0IeHUe,
MEIULUUHCKHE MMOKA3AHUA U IPOTUBOIMOKA3AHUSA K
NPUMEHEHUI0 MEeTOI0B NMPOPUIAKTUKHA

* Bcem nammentam ¢ sMmpuzemoit nerkux u gedunmurom A1AT pexkomenmyercs
HCII0JIb30BaTh BCE MEPBI I 0TKa3a oT Kypenus [83,108,111].

YpoBenb yOeauTeqbHOCTH pekoMeHaanuii B  (YpoBeHb 10CTOBEPHOCTH

J0KA3aTeJbCTB 2).

Kommentapun. Omkas om KypeHus — OCHOBHAs Mepa NpO@UIAKMUKY PA3GUMUSL U

3ameonenust npozpeccuposanus 3abonesanus reekux npu oegpuyume A1AT. Ilokazano,

umo cxkopocmuv cHudxcenuss ODBt u cmepmHocms CHUdCAEmcs y NayueHmos, YCneuHo

bpocusuux kypumo [108].

* [lammmentam ¢ XOBJI, a takxe nanuentam ¢ neduiurom ATAT pexomeHayeTcs
MIPOBE/ICHUE BAKIMHAIMM NPOTUB I'PUIINA U MHEBMOKOKKOBOM MH(EKIMH, a TPU
HaJIMYuU MOPAKEHUs IEYEHN — BaKIMHALMK NpoTuB rematuta B [9, 112,113].

YpoBenb yoOenuteabHocTH pexkoMenpanuii C  (ypoBeHb 10CTOBEPHOCTH

J0Ka3aTeJbCTB 5).

* VYV nanueHToB € SM(HU3EeMOI JETKMX PEKOMEHIYEeTCsl CBEJIECHHUE K MHUHUMYMY
BO3/IelicTBHE (DAKTOPOB, pa3ApaXKaIOIINX JbIXaTeIbHbIC MyTH, TAKUX KaK TaOauyHBIHI
TbIM (TTAaCCUBHOE KypEHHE), IbUIb U ucnapeus [9,82].

YpoBenb yoOemuteabHocTH pexkoMenaanuidi C  (ypoBeHb /10CTOBEPHOCTH

J0Ka3aTeJbCTB 5).



KommenTapumn. /Ipu uacmom npogheccuonanroHom KOHmaKme ¢ makumu paxmopamu

moatcem nompe606ambc;l CMeHAa mecma pd60mbl.

6. Opranmn3zanusi OKa3aHusi MeIUIMHCKOM MOMOIIH

[Toxazanus WISt TOCIIUTATU3ALUN B MEIUIIUHCKYO0 OPTraHU3aLHIO:

1.

L

7.

3HAUYUTEIBbHOE HAPACTAHUE TSHKECTU CUMIITOMOB (BHE3AITHO MOSIBUBLLIASCA TsDKEIast
OJIBIIIIKA)

MOSIBJICHUE HOBBIX CUMIITOMOB (LIMAHO3, IEpUPEPHUUECKUE OTEKH, 00JIb B TPy IHOMN
KJIETKE)

pazButue Tsprenoro odocrpenust XOBJI

pa3BUTHE THEBMOTOpPAKCA

Hed((HEKTUBHOCTH HAYAIBLHOUW Tepanuu 000CTPEHUS

BO3HMKHOBEHHE OCTPBIX WJIM OOOCTPEHHE XPOHHUYECKUX COMYTCTBYIOIIUX
3a0oJieBaHUi

CTapqecxnﬁ BO3pacT.

Jleuenune B MEAUIIMHCKOW OPraHU3ALNMN:

1.

w

© o N O

11.

12.

OCMOTp Bpaua-IyJIbMOHOJIOTa WK Bpada-TepaneBTa He no3anee 20 MUHYT
yJIbCOKCUMETpUs He no3Hee 20 MUHYT OT MOMEHTA MOCTYIUICHUS B CTallMOHAP
KOHCYJIbTALIMSI Bpada-aHecTe3noJiora-peanumarosiora He nogHee 30 MUHYT OT
MOMEHTA MOCTYIUICHHS B CTallMOHap (Mpu caTypaiuu meHee 75%)

o0mui (KITMHUYECKUI) aHalTu3 KPOBU Pa3BEpHYTHIN

uccienoBanue ypoBHs C-peakTUBHOTO O€lika B KPOBU

npulleJIbHasi pEHTTeHOrpadusi OPraHoB IPYAHON KIETKH B MPSMOM MPOSKIINU
ANEKTPOKapauOrpaduIeCcKOe UCCIICIOBAaHUE

crimporpadust ¢ OpOHXOAMIIATAIIMOHHON MPOOOA

OIIEHKA BBIPAXKEHHOCTH OJBIIIKH 1O 1mKajie mMRC

JTCpalivsg  JICKAPCTBCHHBIMU — IIpCIIapaTaMu  [UIA  JICUHCHUS O6CTpYKTI/IBHBIX

3a00JIeBaHUM JbIXATEIbHBIX MyTEeH C KOPOTKUM CPOKOM JeicTBUs B (opme A
WHTAJIAIUN

Tepanus aHTHOAKTEPHAIbHBIMU JIEKAPCTBEHHBIMU MpernaparaMu (IIpH MOSIBICHUU
THOMHON MOKpPOTHI W/Wiu 1ipu ypoBHEe C-peakTuBHOrO 6enka 6omnee 10 mr/m)

MHTASIMMOHHOE BBEICHHUE Kuciopoa (mpu catyparuu menee 90%).

[Toka3aHus K BBIMMCKE MAMEHTA U3 MEIUIIUHCKON OpPTaHU3allNN:



1. mammeHT cmocoOeH MPUHUMATh ATUTEIBHOJEHCTBYIONME OpOHXOMUTHKU ([2-
arOHUCThl W/WJIM AHTUXOJMHEPTUYECKHE IMpenaparbl) B KOMOMHAIMU C
uHraanuoHaeiMu [ KC mwin 0e3 Hux

2. TpueM KOPOTKOJCHCTBYIOIIUX MHTATSIMOHHBIX 32-arOHUCTOB TPeOyeTCsl HE yale
yeM Kakaple 4 yaca

3. mamueHT crnocoOeH (ecnu paHee OH HaxoAwicia Ha aMOyJIaTOPHOM BEJCHUM)
CaMOCTOATENBLHO MEePEBUTaThCS IO KOMHATE

4. manMeHT crnocoOeH MPUHUMAThH MUILY U MOXKET CHaTh 0e3 YacThIX MPOOYKIACHUN
U3-32 OJIBIIIKH

5. KIMHUYECKas CTaOMIIBHOCTh COCTOSIHUA B TeueHue 12-24 yacos

6. cTabunpHbIC 3HAYEHUS Ta30B ApTEPUAIBHON KPOBU B TeueHue 12-24 yacon

7. TMaUMEeHT WIA JIMLIO, OKAa3bIBAIOIEE IMOMOIb HAa JIOMY, MOJHOCTbIO MOHUMAET
NPaBUWIbHYIO CXEMY IpHUEMa MPENapaToB

8. pemieHbl BOMPOCH JajdbHEWUIIET0 HAOMIOACHUS 3a TMANUEHTOM (Hampumep,
MOCEIICHUS TAalMeHTa MEIUIIMHCKON CeCTpOoM, CHAa0XEHUE KHUCIOPOJOM U
IIPOJIOBOJIbCTBUEM)

9. manueHT, ceMbs W JieHalllud Bpad YBEPEHbI, YTO MAlUEHT MOXKET YCIEIIHO

YIOPABISTHCS B OBITY.

7. JonoanurtenbHas uHpopmanud (B TOM 4Yucjie pakropsl,
BJIMSIIOIIME HA UCXO0/ 3200/1eBaHUS UM COCTOSTHUA)

HMmeroTcst 1aHHbIe O BO3MOJKHBIX MPoOeMax BO BpeMsi OEpPEMEHHOCTH Y HEKOTOPBIX
xeHmuH ¢ aeunurom A1AT ¢ denorunom PI*ZZ. Onucano yBenuyeHHe 4acTOTHI
BBIKUJIBIINICH W MEPTBOPOXKICHHUM, a TakkKe pa3BUTHE ITHEBMOTOpPAKCa BO BpeMS
OEpEMEHHOCTH Yy JKEHIIUH C UCXOAHBIM Hamuuurem Oyt [114-116]. Tem He menee y
NAlMEHTOK C TsDKEIOW SM@u3eMoll HaOIIOAaNUCh YCHENIHO 3aBEPIIMBIIMECS

JOHOIIIEHHBIE OepemMeHHocTH [116].

[lepen BO3AYIIHBIMH TIEpeleTaMH TMAIMEHTHI ¢ 3M(HU3eMOil TOHKHBI MPOXOAHUTH
cnenuaigbHoe oOcienoBanue. HeoOxoaumo mNpvHUMATh Mepbl, 4YTOOBl H30€XaTh

THITOKCCMMHU.

B xojze aHecte3uu npu ornepanusix B BEpXHEM OT/eJie OPIOLIHOM MOJIOCTH, a TaKKE B
BOCCTAHOBUTEJILHOM TE€pPUOJIE€ HEMOCPEACTBEHHO IIOCJE OINEpalrdyd BaXXHYIO PpOJIb
UTpaeT UCKYCCTBCHHAs BEHTWIALUA JIETKUX C Y/UIMHCHHBIM BBIIOXOM. B

MOCJICONICPATHMOHHOM IICPUOAC TAKIKC BaKHO 00ecneynuTh APCHUPOBAHNC MOKPOTEI.



*  VYposioruyeckue, THUHEKOJOIMYeCKHEe U KOJOPEKTaJbHbIE BMEIIATEIbCTBA Y
nanueHToB ¢ Aepunutom A1AT pekoMeHayeTcs, IO BO3MOXKHOCTH, MPOBOJUTH B
YCIIOBHSIX MECTHOM HJTH MEepHypasibHOM aHecTe3uu [117-118].

YpoBenb yoOeaurTeabHocTH pexkoMeHgauuid C (YpoBeHb JOCTOBEPHOCTH

JA0KAa3aTeJbCTB 4).

Kpurepuu oieHKHA KayecTBa MEAUIUHCKOU MOMOIIH

Ne | Kpwurepwuii Yposenn YpoBennb
AOCTOBEPHOCTH yOeauTeIbHOCTH
A0KA3aTe/NbCTB peKoMeHaanui

JAnarnoctuka 3mM@puzemMbl Jerknux

1 Boeimonaen  oOmuii  (hU3MKaIbHBIN
OCMOTp

2 Brinosaena OIICHKa uHaekca | 1 A
KypsIILIero yenoBeka (maueK-JeT)

3 BelInonHena nyiabsCcoKkCUMeTpus 3 A

4 Brmmonnena npuiensHas | 3 A
peHTreHorpadusi OpPraHoB TPYIHOMN
KJIETKU B IPSIMON TIPOEKLIUU

5 Beimonuena KTBP opranos rpyanoit | 4 C
KIIETKH
6 Brinonnena CIIMPOMETPUS c|4 C

OpOHXOIUTATAIIMOHHBIM TECTOM

7 V manMeHToB ¢ KIMHUYECKUMH | 3 A
MpU3HAKaMHU neduura A1AT
BBITIOJTHEHO HCCJIEAOBAaHUE KPOBU Ha
A1AT




8 V nanMeHToB C  KIMHHUYECKHMH
npusHakamu nepunura AIAT u/umm
CHIKEHHOW KoHueHTpauueil Al1AT
BBITIOJTHEHO OTpe/ieHne (EeHOTHIIA U
reHoruna aedumura A1AT

9 [Tanmentam ¢ npedururom A1AT
BbIMONHEHO Y3U opranoB OpromiHOM
IIOJIOCTH

Jleuenue 3M¢pu3eMbl JeTKHX

1 PexoMeH10BaH 0TKa3 OT KypeHUs

2 [Ipu wammuuu XOBJI Ha3zHaueH
npemnapar ISt JICYCHHS
O0OCTPYKTHUBHBIX 3a0oneBaHui
IBIXaTeNbHBIX TyTe B (opme uIs
UHTQIAUUNA C KOPOTKUM CPOKOM
NCWCTBUSL JUISL HWCIOJB30BAaHUS  TI0
nmoTpeOHOCTH

3 [Ipu wnammuuu XOBJI Ha3zHaueH
npermapar TUTST JICYCHUS
O0OCTPYKTHUBHBIX 3a0oneBaHui
JBIXATeNbHBIX TyTed B (opme yis
UHTAISAIUNA C JUIUTEIbHBIM CPOKOM
nevicteus  (AJABA, JHAIAX wmm
komOuHammu JJJIAX//IJIBA)

4 Hekypsiium nanuenTtam crapiie 18
ner ¢ ¢ nepunutoM A1AT penorunon
Pi*ZZ, Pi*ZNull, Pi*NullNull mu6o c
penKUMHU J1eUIMTHBIMU BapHaHTaMH
OpU  HAJIMYUU  PECHUPATOPHBIX
cumMnToMoB, ypoBHe AIlAT <I1
MkModIb/11, ODB1 B npenenax 30-65%
Ha3HAYeHa 3aMECTUTEIbHAs TepaIHs

5 I[Ipu Sa02 £ 88% Ha3HaueHa
JUTATENTbHAS KHCIIOPOIOTepaITus

(IKT)
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YHUBEpPCUTET), HayuHbld coTtpyaauk @OI'BY  «HUU
nyasMoHonorun» ®MBA Poccun, K.M.H.

[IynbxxeHko Jlapuca | 3aBenyromas MmyJabMOHOJOTMYECKMM oTaeneHueM ['BY3
BuagumupoBHa «HayuyHo-uccinenoBarensckuii ~ uHCTUTYT —  KpaeBas
kiHnYeckas 6osbHUIA Ne 1 um. npod. C.B. Oganockoroy»
M3  KpacHomapckoro kpasi, TJaBHbI  BHEIITATHBIN
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Kondnukt nuarepecos:

HukTto u3 4dieHoB pa6oqel71 I'pyIIibl HE UMECT KOH(bJ'II/IKTa HHTCPCCOB, CBA3AHHOI'O C
pa3pa60TK0171 U BHCAPCHUCM B KIHMHHUYCCKYIO IIPAKTHUKY OAHHBIX KIHMHUYCCKHX

PEKOMEHIAIU .

Hpuinoxkenue A2. Meroao.10rust pa3spadoTKu KIMHUYECKUX
pPeKOMEeH AU

LleseBasi ayauTOpUsi JAHHbIX KJIMHUYECKHX PEKOMEH/IAIIUM:

1. Bpau oOwielt npakTUKU (CeMENHBIN Bpay);

2. Bpad-IIyJbMOHOJIOT;

3. Bpad-TeparesT;

4. Bpay-TepamneBT MOAPOCTKOBBIM;

5. Bpaud-TepamneBT Y4aCTKOBBIN

Metoabl, ucnoab3yemble [Jisi cOopa/cejleKIUM [0Ka3aTeJbCTB: IIOUCK B
ANIEKTPOHHBIX 0a3ax JaHHBIX.

Onucanue MeTO0B, HCHOJb30BAHHBIX /IS OLEHKH KayecTBa M CHJIbI
0KA3aTeJbCTB: J1I0Ka3aTeIbHOW 0a3011 /Uil peKOMEHAAMM SBIAIOTCS MyOJIUKaIUy,
Bomeamue B KokpaHoBckyto Oubmmoteky, 6a3bl qaHHsix EMBASE, MEDLINE u
PubMed. ['nyOuna noucka — 10 jer.

MeToabl, HCTI0JIb30BAHHBIE JIJISl OIEHKH Ka4ecTBAa U CHJIbI 10KA3aTeJIbCTB:

KOHCEHCYC DKCIIEPTOB;
OLICHKA 3HAYUMOCTHU B COOTBETCTBUU C PEUTUHTOBOM CXEMOM.

MeTOIIbI, HUCIOJIb30BaAHHBbIE JJIl aHAJAU3Aa 10Ka3aTeJIbCTB.



0030pHBI OITyOJIMKOBAaHHBIX METAaaHATU30B,;
CHUCTEMAaTHYECKHUE 0030PHI C TAOIUIIAMHU JTI0KA3aTEIbCTB.

OnucaHue MeTO0B, HCMOJI30BAHHBIX JIJIsl AHAJIM3A JI0Ka3aTeJbeTB. [Ipu oTOope
nyOnuKaIuii, KaK MOTeHIMAJbHBIX MCTOYHHKOB JOKA3aTENbCTB, MUCMHOJIb30BaHHAS B
KQ)KJIOM HCCJIEIOBAHUM METOJOJIOTUSl U3Y4yaeTcsl JUIsl TOro, 4ToObl yOEIUThCS B €€
BAIMIHOCTU. Pe3ynbTaT W3ydeHHs] BIMSAET HAa  YPOBEHb  JOKAa3aTEIbCTB,
MpUCBauBaEeMbli IyOJIMKAIIUU, YTO B CBOIO OUEPE/Ib, BIMICT HA CUITy PEKOMEH AU,

JUis MUHUMH3AIMH MOTEHUIUANBHBIX OIIMOOK Ka)XXJI0€ HCCIEIOBAaHUE OICHUBAJIOCH
He3aBucuMO. JIroOble paznuuus B OIlEHKaxX OOCYKIalnuch BCced TPYMION aBTOPOB B
MOJIHOM cocTaBe. [Ipy HEBO3MOYKHOCTHM JIOCTHKEHHSI KOHCEHCyCa MPHUBIIEKAJICS

HE3aBUCHUMBIN DKCHEPT.

Tadaunbl 70Ka3aTeJbCTB: 3aM0JHSIMCH ABTOpaMM KIIMHUYCCKUX pCKOMeHI[aHHﬁ.

Ta6auma 1. [Ilkana oueHku ypoBHEH AOCTOBEpHOCTH nokazarenbcTB (YJl) s
METOJ/IOB TUATHOCTUKH (IMArHOCTUYECKUX BMEIIATEIIHCTB)

YA | PacummgpoBka

1 Cucrematuueckrie 0030pbl UCCIEAOBAHUN ¢ KOHTPOJIEM pedepeHCHBIM METOIOM HIIN
CUCTEMATUYECKUN 0030p paHJOMHU3UPOBAHHBIX KIMHUYECKUX HCCIEIOBaHUM C
IIPUMEHEHUEM MeTa-aHaan3a

2 OTI[CJ'ILHLIC HCCIICAOBAaHHA C KOHTPOJIEM pe(l)epeHCHHM MCTOAOM HIJIM OTIACIIBHBIC
PAHIOMHU3UPOBAHHLIC KIIMHUYCCKUC HMCCICAOBAHUA H CHCTCMATHUYCCKUC O630pBI
HCCIIeI0BaHUM 000ro ,Z[I/I3aI>'IHa, 3a HCKIIIOYCHHUEM pPaHAOMU3UPOBAHHBIX
KIMHHUYCCKUX I/ICCHGI[OBaHI/Iﬁ, C IPpUMCHCHHUEM METa-aHalin3a

3 HccnenoBanus 0e3 MOCIIEAOBAaTEILHOIO KOHTPOJI PEPEPEHCHBIM METOIOM WIIU
UCCIIEIOBaHU C pepEepeHCHBIM METOAO0M, HE SBISIOUIMMCS HE3aBUCHUMBIM OT
HCCJIETyEMOT'0 METO/1a WIIM HEPaHJOMU3UPOBAaHHBIE CPABHUTENBHbBIE HCCIIEI0OBAHUS, B
TOM YHCJIE KOTOPTHBIE UCCIIEA0BAHNUS

4 HCCpaBHI/ITeJ'IBHBIC HCCIICA0BaHMA, OITMCAHNEC KIIMHUYCCKOIO ClIy4das

5 Nmeertcs nunib 000CHOBaHNE MEXaHU3Ma JACUCTBUS UM MHEHHE HKCIIEPTOB




Taommuna 2. [llkana oneHKH ypoBHEH JOCTOBEPHOCTH jokazarenbctB (Y IJI) st
METO/I0B TPODUIAKTUKY, JICUCHHS U peadunuTtanuu (MpoPuIakKTUIECKUX, JeUeOHBIX,
peaOuINTAllMOHHBIX BMEIIATENILCTB)

Y/ | PacmugpoBka

1 Cucremarnueckuit 0030p PKU ¢ npuMeHeHneM mera-aHaan3a

2 Otnenvabie PKM u cucrematuueckue 0030pbl MCCIIECIOBAHHN JTFOOOTO JH3aifHa, 3a
uckmouenneM PKU, ¢ npuMmeHeHnem Mera-aHainsa

3 HepaHIIOMI/I?)I/IpOBaHHBIC CpaBHUTCIIbHBIC HucciaeaoBaHusd, B T.4. KOTOPTHBIC
HUCCICIO0BaHUA
4 HeCpaBHI/ITeJII)HI)IG HCCIICOO0BaHUA, OINMUCAHWC KIMHHUYCCKOro cCiiydad HWJIH CCpUn

CJIy4acB, HCCIICAOBAHU A ((CJ'Iy‘IB.IZ-KOHTpOJ'IL»

5 Nwmeercst s 000CHOBaHNE MEXaHW3Ma JCHCTBUS BMEIIATEIbCTBA (JIOKIMHUYECKHE
HCCIIEIOBAaHMSI) MJIM MHEHUE 3KCIIEPTOB

Ta6auna 3. [llkana oueHku ypoBHel yOemutenbHOCTH pexkomeHaauuid (YVYP) mns

METO/I0B npo(UIaKTUKH, JTMArHOCTUKH, JICYCHHUS U peaduiIuTaIuu
(mpodmnakTuyeckux, JTMAarHOCTUYECKUX, JIeYEOHBIX, peadUIUTAIMOHHBIX
BMEIIATEJIbCTB)

YVYP | Pacumugposka

A CunbHasg pekoMeHJanus (Bce paccMaTpuBaeMble KpUTepud 3¢G(GEeKTUBHOCTH (MCXO/IbI)
SIBIISTIOTCSI BaXKHBIMH, BCE HCCIIEZIOBAaHUS MMEIOT BBICOKOE WM YJIOBIECTBOPUTEIHHOE
METO/I0JIOTHYECKOE KaueCTBO, MX BBIBOABI 110 HMHTEPECYIOLIUM HCXOAaM SBISIOTCS
COTJIACOBAaHHBIMH)

B VYcnoBHas pexomeHnanus (He Bce paccMaTpuBaeMble Kputepuu 3(h(exkTHBHOCTH
(ucXompl) SBIAIOTCS BaXKHBIMH, HE BCE MHCCIIEJOBAHUS HMEIOT BBICOKOE WM
YIIOBJIETBOPUTEIBHOE  METOJOJOTHYECKOE  KaueCTBO W/WIM  HX  BBIBOJABI 110
MHTEPECYIOIINM HCX0JIaM He SIBJISIOTCS COTTIACOBAHHBIMU)

C Cnabass pexomeHmanusi (OTCYTCTBHE JOKa3aTeJIbCTB HaJJISKAIIero KadecTtBa (Bce
paccMmaTpuBaemMbie KpuTepuu 3()(HEKTUBHOCTH (MCXOJbI) SBISIOTCS HEBAXXHBIMHU, BCE
WCCIICJIOBAaHMSI HMMEIOT HHU3KOE METOJOJIOTHUECKOe Ka4eCTBO M HMX BBIBOJBI 110
WHTEPECYIOIIUM UCX0JIaM HE SBIISIOTCS COTJIACOBAHHBIMHU )

[Topsimox 0OHOBJICHUS KIIMHUYECKUX PEKOMEHIAITNH.

Mexanu3M OOHOBIIEHHS KJIMHMYECKHX PEKOMEHJAIMN TpeaycMaTpUBaeT UX
CUCTEMATHYECKYIO aKTyaJIM3alMIi0 — HE PEXKE YeM OJMH pa3 B TPHU rojia, a TaKXKe Mpu
MOSIBJICHUM HOBBIX JIAaHHBIX C IIO3MIMU JIOKA3aTEJIbHOW MEIUUHHBI 110 BONPOCaAM

JUArHOCTUKH, JICUCHHS], MPOPUIAKTUKN U peadMIUTalii KOHKPETHBIX 3a00JI€BaHuUM,




HAJIMYUA 0OOCHOBAHHBIX JOTOHEHH/3aMeuannii Kk paHee yTBepkae¢uusiM KP, HO He

yaie 1 paza B 6 mecses.

Hpuinoxkenue A3. CipaBo4Hble MATEPUAJIbI, BKIKOYAs
COOTBETCTBHE MOKA3AHUN K NPUMEHEHUIO 1
NMPOTHUBONOKA3AHUM, CIIOCO00B NMPUMEHECHUS U 103
JICKAPCTBEHHBIX NPENapaToB, HHCTPYKUUM 10 IPUMEHEHHU IO
JIEKAPCTBEHHOI'0 Ipenapara

1.

[Ipuka3 MunuctepctBa 3apaBooxpanenust PO ot 15 nosiops 2012 r. N 9161 «O6
yrBepxkaeHun Ilopsnka okazaHMs MEIUIUMHCKOM IIOMOIIM HACEJICHHUIO II0
IPOQUIIIO «ITyJIBMOHOJIOTHSI.

Crangapt MEOUIIMHCKON MOMOIIKA OONbHBIM XPOHUYECKOW OOCTPYKTHBHOM
00J1€3HbI0 JIETKUX (MIPU OKA3aHUU CIICIMATU3UPOBAHHON TOMOIIH), YTBEPKICH
npuKa3oM MuHHUCTEPCTBA 3paBOOXPAHEHUSI U coluaabHOro pa3sutus PO ot 11
mas 2007 r. N 327.

Crangapt MEOUIIMHCKON TMOMOIIKA OOJbHBIM XPOHUYECKOW OOCTPYKTHBHOM
00J€3HpI0 JIETKUX (MPU OKa3aHUM aMOyJaTOPHO-TIOJUKIMHUYECKON TMOMOIIHN),
YTBEPKIAEH NPUKa30M MHUHUCTEPCTBA 3IPABOOXPAHEHUS U COLMAIIBHOTO Pa3BUTHSA
P® ot 23 Hos10pst 2004 rona N 271.

CrangapT TEpBUYHOM  MEIWKO-CAHUTAPHOW TIOMOIIM TIpu  OOOCTpPEHHUH
XPOHUYECKONW OOCTPYKTMBHOW OOJE3HM JIETKUX, YTBEPXKACH MPHUKA30M
MunucrepctBa 3apaBooxpanenusi Poccuiickoit @enepanuu ot 20 nexadbps 2012 r.
Ne 1214n.

[Ipukaz MunuctepctBa 3apaBooxpaHeHuss PO or 10 mas 2017 r. Ne 203m

«O0 yTBEepKICHUH KPUTEPHUEB OIEHKN KaueCcTBa MEAUITMHCKOMN TTIOMOIIIHY.
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IMpuiaoxkenue B. Uupopmanus 11 manmeHTa

Hedpunur anbga-1l-aHTUTPUNICMHA — STO HACJIEACTBEHHOE 3a00JeBaHME, BBHI3BAHHOE
CHIDKEHUEM YPOBHS (WJIM OTCYTCTBHEM) OeJKa, KOTOPBIM OJOKUpPYET MOBPEKIAtoIIee

NEeWCTBUE HEKOTOPBIX (DEPMEHTOB.

Jeduuut anbda-1-anHTUuTpUIICHHA NPOSBISETCS CHIXKEHHUEM ero ypoBHs Huxke 0,8 /1
(11 mxmonb/im).  Ero HemoctaTok MOXKET BbI3BaTh pa3pylICHUE TKAHU JIETKUX
(oM(puzemy), pa3BUTHE XPOHUYECKOW OOCTPYKTHBHOM OOJE€3HM JIETKUX WIU

3a00JeBaHNE TICYCHU (IIUPPO3).

3aboneBaHue JIETKMX OOBIYHO HaumHaeTcs B Bospacte 2040 et u mposBiseTcs

OJIBIIIKON TpY (PU3UYECKON HArpy3Ke, XPUIIAMH B TPYAH U KallLIEM.

[Tocne mocTaHOBKM JaHHOIO JUArHo3a MEPBBIM U CaMbIM BaXKHBIM IIAIOM SIBJISIETCS
0TKa3 OT KypeHus. KypeHnue BbI3bIBacT paspylieHue anbda-1-aHTUTPUIICHHA B JIETKUX
Y YCUJIMBAET MOBPEKICHUE JIETOYHOU TKAHU, & 3HAYUT, YCKOPSAET IPOrPECCUPOBAHUE
ooneznu. Crenyer wu30eratb peryissipHOrO KOHTAKTa C JbIMOM, pa3IMYHBIMU
a’pO30JIIMH, TaK K€, KaK U «IIaCCUBHOIO KypeHus»». Jloma kenaTenbHO OTPpaHUYNTh

KOHTAKT ¢ OBITOBOI XPIMI/I€I>’I, IbIJIBKO, JOMAIITHUMU KMBOTHBIMHU.

Jleuenne Ooye3HU JIETKUX, KaK MPaBUJIO, BKIIOYACT B ce0s Mpemapathl A JTCYCHUS
OOCTPYKTUBHBIX 3a00JIeBaHMI [bIXaTeNbHBIX TyTed B dopMme Ui WHTaJSIIHIA,
pacmupstonyie OpoHXM U YMEHBIIAIOIINE BOCHAJICHUE B HUX, KUCIOPOAOTEPAIHIO.
[Ipy HanMuuy MOKa3aHWK Balll JIEYAIIMM Bpad MOXKET HA3HAYWTH TAaK HA3bIBAEMYHO
3aMECTUTENBHYI0 TEPAINUI0 — €KEHEJEIbHOE BHYTPMBEHHOE BBEJICHUE OYMIICHHOTO
anb(dal-nmporenHaspl UHrHOUTOpa (YEIOBEUYECKOI0), IMOJYYEHHOTO W3 JOHOPCKOMN

IJ1a3MbI KPOBH.

Kpome Toro, pekoMeHIyeTCsl €KEero/IHasi BaKIIMHAIMS TPOTUB TPUIINA U BAKIMHAIUS
MPOTUB TTHEBMOKOKKOBBIX MH(PEKIHMI Ka)xaple 5—6 JIeT, a MPY HAJTUIHH 3a00JICBaHUN

MEYEHN — UMMYHHU3alMs IPOTUB renatura A u B.

B cilydac JIMXOpaldKH, 03HO6a, YCWIICHUA OABIIMIKHW, Kalllllsd MJIM U3MCHCHMA LBCTA

MOKPOTHI CJIETyeT HEMEIJICHHO 00paTUTHCA K Bpavy.

WNudexkunn ocobeHHO omacHbl JUisl Bamux Jjerkux. [lo Bo3moxHOCTH wu30eraiite
KOHTaKTa ¢ OOJBbHBIMHU NpPOCTya0H, rpunmnoM. IIpu noBsleHny TemmnepaTypsl Tena

CBOEBPEMEHHO HaUYMHANTE JKapOTIOHMKAIOIILYIO TEPAHIO.



[Tpu nedunure anbda-l-aHTUTPUNICMHA TAKXKE HCHOIB3YIOT MPOrpaMMBbl JIETOYHOU
peadbmwinTanuy, KOTOpble BKIIOYAIOT (U3MUYECKUE YIPAKHEHHs, JbIXaTEeIbHYIO
TUMHACTUKY, OOy4eHHE, KOPPEKILHMIO MUTAHUS M MPOrpaMMbl OTKa3a OT KypeHHS.
HezaBucumo oT TspkecTu 3aboiieBaHMA, CIEAyeT COBMECTHO C JieHallldM BpavyoM

pa3padboTaTh MOAXOASIINN PEXKUM YIIPAKHEHUH.

Hpuinoxkenue I'l1-I'N. [IIkajbl oueHKH, BONPOCHUKH H
JApyrue OueHOYHbIE HHCTPYMEHThI COCTOSHMSA NMAalUeHTa,
NPUBEJACHHbIC B KIMHUYECKUX PEKOMEHIALMAX

Hpuaoxkenue I'l. Ouenka oapimku no mkajgse mMRC

Ha3Banue Ha pycCKOM s3bIKE: MOAM(UIUPOBAHHBIN ONPOCHUK bputanckoro
MEJIMIUHCKOI0 UCCIEeA0BATEIHCKOI0 COBETA /ISl OLIEHKHU THKECTH OAbIIIKH
Opurunansnoe nazBanue: MMRC (The Modified Medical Research Council
Dyspnea Scale)

WcTounuk (myOnuKanys ¢ BaluIaIue):

Nena Milaci¢, Bojan Milacié¢, Olivera Dunjic et al. Validity of CAT and mMRC —
dyspnea score in evaluation of COPD severity. Acta Medica Medianae 2015, VVol.54(1)

Tun (moag4epKHyTh):

¢ IIKaJja OIICHKH

*  UWHJCKC

* BONPOCHUK

* gapyroe (YTOUHUTD)

Ha3naueHue: olleHKa CTENEHH BBIPAKEHHOCTH OJIBIIIKK, KOTOPYIO HCIBITHIBACT

narueHT ¢ XOBJI (xpornueckas 0OCTpyKTHBHAsSI OOJIE3HD JIETKUX )

Copeprxanue (111a010H):

Crenenp | Taxectr | Onucanue

0 HET S 4yBCTBYIO OJIBIIIKY TOJIBKO IPU CUIILHON (PM3UUECKON Harpyske

1 JIerKas S 3agpixaroch, Korjaa OBICTPO WAy TO POBHOW MECTHOCTH WIIH
MOJHUMAIOCh 10 MOJIOTOMY XOJIMY




2 cpemHsis

N3-3a opplliky S XOKY MO POBHOM MECTHOCTH MEIJICHHEE, YeM
JIIOJIA TOTO K€ BO3PACTa, UJIM Y MEHSI OCTAaHABIIMBAETCS JIbIXaHUE,
KOT/Ja sl M1y TI0 POBHOM MECTHOCTH B TIPUBBIYHOM JIJISI MCHSI TEMIIC

3 TsDKETas S 3aabIXak0Ch MOCIIE TOTO, Kak mpoiy npumepHo 100 M, niau nocie
HECKOJIbKUX MUHYT XOJIbOBI TI0 POBHOW MECTHOCTH
4 OYCHb Y MeHSI CIIMIIIKOM CHJTbHAS OJIBIIIIKA, YTOOBI BEIXOIUTH U3 IOMY, WJITH
TSDKeNast | s 3aJ(bIXar0Ch, KOTJa 0/IEBAIOCH MIIN Pa3eBaOCh

Kittou (uHTEpIpeTalys): HalueHTy IpeaaaraioT BHIOpaTh OJIHO U3 MATH YTBEPKIACHUI,

KOTOpoe Hambojee OJIM3KO OMHUCHIBAET €r0 CTENEeHb TSHKECTH OJBIMKH: OoT 0 («i

YYBCTBYIO OJIBIIIKY TOJIBKO IPHU CHIBHON (U3HUECKOW Harpyske») 10 4 («y MeHs

CJIMIIKOM CHJIbHAs1 OJbIIIKA, YTOOBI BBIXOIUTb M3 JOMY, WJIN A 3aJbIXalOCb, KOI'Ja

OJCBAarOCh NN paBI[eBaIOCB»).

[Mosicuenus: mkana mMRC mo3BossieT 00j1ee TOYHO OIEHUTH COCTOSHUE ITAllMEHTa C

XOBJI.




