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CIMcoxk coxkpalueHun

A1AT - anbda-1-aHTUTPUIICUH

ANAT - anaHMHaMMHOTpaHchepasa

AcAT - acnapraTamuHoTpaHcdepasa

ITT - ramma-myramMuaTpaHcdepasa

HOKT — nanrtenbHass KUCIOPOOOTepaIims

IOHK — ne30KcupuboHyKIeMHOBAasT KUC/IOTa

KT — koMmnbioTepHasi ToMmorpadusi

KTBP - koMmIibioTepHasi Tomorpacdust BbICOKOTO pa3pelieHust
MKB-10 - mexkmyHapomHas cTaTUCTHMUecKas Kinaccubukauys 6onesneii 10-ro mepecMmorpa
OEJI — 0611121 € MKOCTb JIETKUX

OOJI - ocTaTOYHBIN 0OBEM JIETKUX

O®B; — 06beM GHOpCHPOBAHHOIO BbII0XA 3a 1-10 CEKYHTY
@®OE - ¢yHKIMOHAIbHAS OCTaTOYHAS €MKOCTb

@®)KEJI — popcupoBaHHas >KM3HEeHHAsI e MKOCTb JIETKUX
XOBJI — xpoHnyecKkasi 0OCTpYKTMBHasI 00j1e3Hb JIETKUX

WK - HIndd-itogHas kucaora

IgA — UMMYHOT/IOOYIMH Kjlacca A



TepMMUHBI U OIIpeae/iIeHUS

Anbda-1-aHTUTPUIICUH — MHTUMOUTOP MMPOTea3 cemMeiicTBa CepIMHOB, IIPeMMYIeCTBEHHOI
MUIIIEHbIO KOTOPOTO SIBJIsIeTCs HeMTpoduibHas 3/1acTasa.

Hedbunur anbda-1-anturpuncuHa (A1AT) - reHeTHMUeCcKM JIeTEPMUHMPOBAHHOE
3abo0JieBaHMe, BbI3BAHHOE HEOCTATOYHOCThI0O A1AT B ChIBOPOTKE KPOBU U IIPOSIBIISIIOIIEECS
B BUAE XPOHMUECKOI OOCTPYKTMBHON OOJe3HU JIETKMUX, SM(MU3eMbl JIETKUX, MOPasKeHMUS
Te4yeH” U COCYIOB.

HeiiTpodunbHas 3nmacra3a — epMeHT IIMPOKOTO CIIEKTpa AeiCTBUSI, KOTOPbIN pa3pyliaeT
9JIaCTUH, KOJUIareH, IIPOTEOIJIMKAHbl U JpPyrue KOMIIOHEHTBI SKCTPaLe/UIHJISIPHOTO
MaTpuKca.

XpoHnYeckass OOCTPYKTMBHasi 0OJIe3Hb JIETKUX — 3abojieBaHMe, XapaKTepusylolieecs
MePCUCTUPYIOIIMM OrpaHMUYeHMEeM BO3IYIIHOTO MOTOKA, KOTOPOe OObIYHO ITporpeccupyeT u
SIBJISIETCSI  CJIEICTBMEM XPOHMUYECKOTO BOCHAJIUTENbHOTO OTBETA AbIXaTeNbHBIX ITyTel u
JIeTOUHO¥ TKaHM Ha BO3EeICTBIE MHTATMPYyEeMbIX TOBPEKIAIOIINX YaCTULL UM ra30B.

BYJIJIa — BO34ylIHasi IMOJIOCTb C YETKMMM POBHBIMU TOHKMMMUM CTEHKaMU INMaMETPOM 6onee 1
CM.

JlerouHasi runepuH@IALUA — ATOJIOrMYECKOe yBelnueHe oobeMa BO3/1yX, OCTAIOIIerocs
B JIETKMX TTOC/IEe CITOKOIHOTO BbIIOXA.

OcTaTouYHbIi 00bEM JIETKUX — 00beM BO34yxa, KOTOprIZ OCTa€TCsi B JIET'KUX IO OKOHYAHUMU
ITIOJIHOI'O BbI40Xa

DOYHKIMOHAIbHASI OCTATOYHASI eMKOCTb — 00beM BO3/1yXa B JIETKUX U IbIXaTeIbHbBIX ITyTSIX
I10CJ/Ie CIIOKOMHOIO BbIJ0XA.



1. KpaTkasa nH@opmanus 1mo 3a00/j1eBaHNI0 UIN
COCTOSIHMIO (TPYIIIbI 3a00/1€BaHUI WIN
COCTOSIHUMN)



1.1 Onpenenenue 3a001eBaHUSI WIM COCTOSHMUSI
(rpynnsl 3a60/1€eBaHUI UJIV COCTOSTHMIA)

IMmdbuszemMa JerkKMx — CUHIPOMHOe TIOHSITHE, XapaKTepusyloleecss HeoOpaTUMbIM
yBeJIMYeHNeM BO3[YIIHOTO TPOCTPAHCTBA MAMCTaJbHee TePMMUHAIbHBIX OpPOHXMOI,
CBSI3aHHOe C JeCTPyKLMeil CTeHOK auynayca [1,2].



1.2 3TMonorus u nnaroreHe3 3ado1eBaHUs UIN
COCTOSIHMA (TPyIIibl 32a00/1eBaHUI U
COCTOSTHU )

B dopmupoBanunu >sM@u3emMbl Y4aCTBYIOT pasjMuHble KJIETOYHbIE M MOJIEKY/IsIpHbIe
MEXaHM3MBbl, KIIOUeBYI0 pOJib CpeAy KOTOPBIX WUrpaeT I[IPOTea3sHO-aHTUIIPOTea3HbIN
nycbanaHc, BbI3bIBAIOLINIA AECTPYKIMIO 3IaCTUYECKOro JIETOUHOTO KapKaca [8].

VBennueHre MPOTEOJIUTUUECKON aKTMBHOCTU B JIETKMX IIPOMCXOOUT B pe3yJjbTaTe
XPOHMYECKOTO BOCHAJeHUs] M MUrpaluu MakpodaroB U HeNTpoPMUIOB C BbIOPOCOM
MIPOTEOUTUYECKMX (PepMEeHTOB — CEepPMHOBBIX M IMCTEHMHOBBIX IIpOTea3, a TaKKe
MAaTPUKCHBIX MeTasuionpoTenHas. Hanbosnee M3yyeHa poib CEPUHOBBIX ITPOTENHA3, IIPEXKIe
BCEro HeTpouabHOI 3/acTasbl - (epMeHTa HIMPOKOIO CIIEKTpa MAeiCTBUS, KOTOPBIi
paspyliaeT 23JacTUH, KojjlareH, (UOPOHEKTUH, JaMMHMH, IIPOTEOINIMKAHBI U IpyTue
KOMIIOHEHTbI SKCTPalle/UTIIIPHOTO MaTpuKca [9]. BeigeneHnne HelTpopWIbHON 3/1aCcTasbl U3
HeMTPOodUI0B B 9KCTPalLle/UTIOISIPHOE TTPOCTPAHCTBO IMIPOUCXOAUT MO, BAUSIHMEM Pas3/INUHbIX
cyGCTaHILIMiI — TPOBOCHAJUTENbHBIX HUTOKMHOB (MJI-8, ®HOw), numomnonmncaxapuaos,
(dbparmMeHTOB 6aKTepUaabHOI CTeHKM [1].

HemoctaTok MHTMOMTOPOB IMpPOTeas BO3HMKAET JMOO BCIEACTBME T'e€HETUUECKU
IeTepMUHUPOBAHHOIO AedeKTa CUMHTe3a MM CeKpeliuyu (BpOXAeHHbI neduuut anbda-1-
AHTUTPUIICKHA), MO0 M3-3a Upe3MEepHON Me3aKTMBALMM IPOAYKTAMM  OKCUIATMBHOTO
cTpecca.

[Tpu XOBJI nuc6anaHc B CUCTEME «ITPOTea3bl-aHTUIIPOTEa3bl» PACIIEHMBAIOT B TOM UMC/Ie KaK
CJ1eiCTBUE BOCIIaJIeHMs, VHOYLVMPOBAaHHOTO VHTAJISILMOHHBIM BO3[IeiCTBMEM
MOBPEXIAIINX BEIeCTB (CUTapeTHOrO IbIMa).

Anbda-1-aHTUTPUIICUH —MHTUOUTOP IIPOTea3 ceMeiiCcTBa CePIIMHOB (serin protease inhibitor
— serpin), MpeMMYyIeCTBEHHOI MUIIEHbI0 KOTOPOIO SIBJsSeTcs] HelTpoduibHas 31acrasa
[7,8]. I'eH, oTBevaromnii 3a nponykuuio A1AT, Hocut nBa HazBaHusl — SERPINA1 (aHmi. serpin
peptidase inhibitor, clade A), unu Pi (proteinase inhibitor) u pacmonoxeH Ha 14-7
xpomocome (14q32.1) [10-12].

Bce aytenn kmaccu@uUMpyIOTCsS B 3aBMCUMOCTHM OT IJIa3MeHHOJ KOHIIEHTpali U CBOJICTB
A1AT Ha cnenyroye TuIsI [9]:

e HOpMaJibHbIe a/ljieJii, OTBETCTBEHHbIe 3a BhIPaOOTKY A1AT ¢ HOpMa/JIbHBIMU CBOMCTBAMM
U B JOCTAaTOYHOM KOJIYECTBE;

e neduUIIUTHBIE a/IEJIN, IPU KOTOPBIX BIPAOATHIBAETCS HEIOCTATOUHOE KommuecTBO A1AT;

® HyJIeBble aJuienu, Ipu KOTOPbIX A1AT B KpOBM ITOJIHOCTBIO OTCYTCTBYET;

e ajulenu C HapylleHueM (QYHKIMM, TIPU KOTOPbIX KonuuecTBO A1AT He OT/IM4aeTcs OT
HOPMbI, HO OH He MOKeT BbITIOJIHSITh CBOU (DYHKIIUM.



s nyuddepeHIMPOBKY pa3JIMUHBbIX TeHeTUYeCKX BapuaHTOB MoieKkynd A1AT UCIOIb3yIOT
X TIOABMKHOCTb IIpU 3yieKTpodopese, obo3Hauasi OykBamu OT «A» 10 «Z». Annenu
HACIeOyIOTCSl TI0 KOOOMMHAHTHOMY TUITY, crieuy@udeckuii deHotunt A1AT omnpenesnsieTcs
nByMmsi aynensimu. Hambosiee pacIpoCTpaHEHHbBIM HOPMAaJabHBIM (DEHOTUIIOM SIBJISIETCS
Pi*MM (cpenHsisi TIOABUXXHOCTB), OTIpeiesisieMblit y 95% yull eBporieouaHO pach [9].

Hedbunur A1AT 0OBIUHO BO3HMKAeT B pe3yiabTaTe HacAeIOBaHMUSI IBYX HOe(UIMTHBIX
annesneil. IleTepo3UroTHoe HOCUTENLCTBO Ae(@UIIMTHOTO a//Iejii CKOpee  MOXXHO
paccMaTpuBaTh Kak MpeapacroioXeHHOCTh K pa3BUTUIO maToinoruu [13, 14].

K OCHOBHBIM [eDULMTHBIM a/l/IeJiIM OTHOCSITCSI BapuaHTbhl S M Z, npu KOTOpbix A1AT
MOJIMMepU3YeTCs, 3aJepXXMBAETCS B IeYeHM U IIOCTyaeT B KPOBb B KOJIUYECTBE,
cootBeTcTBeHHO, 40-60 1 10-20% ot HOpMbI [9]. IlomaBnsitoiiee OGONMBUIMHCTBO C/IyvaeB
KIMHMYeckM 3Hauummoro aebunmra A1AT pasBuBaetrcs npu deHorure Z7Z (96%). S-annenb
npuobpeTaeT KIMHUYECKOe 3HAUeHMe MpU coueTaHuu ¢ BapuaHtamu Z win QO (HyneBas
amiensp) [15-17].

B yoroBusix mebunmra A1AT IpoMCXOOUT HEKOHTPOJMPYEMOE IIOBBIIIEHME aKTUMBHOCTU
MIPOTEOTUTUYECKUX (PEepMEHTOB, MPEXIEe BCEro HeMTPOMUIbLHON 37acTasbl, B pe3yIbTaTe
Yyero 3jiacTMUeckyue BOJIOKHA M IPYrue CTPYKTYPbI SKCTPALe/UTIONSIPHOTO MaTPUKCa HUKHUX
OT[IEJIOB IbIXaTeJbHBIX ITYyTEl IOABEPraloTCs MeIJIEHHOM OeCTPYKUMMU. DTO MPUBOAUT K
IoTepe 3 IACTUYHOCTM JIETOYHOV TKaHM, PpasBUTUIO OOCTPYKTUBHBIX HApyIIeHUA U
sMdu3eMbl.

Anbda-1-aHTUTPUTICUH obamaer Ba>KHO IIPOTUBOBOCHAIUTEIbHOM "
MMMYHOMOJIY/IUPYIOIeit aKTMBHOCTBIO — BAMUSIHMEM Ha LIMTOKMHOBBIV TTPOQMib, MUTPALIAIO
JIeMKOIIMTOB, aKkTUBaluio U Iponudepanyio T-muMbOLUTOB, HETOCTATOYHOCTh KOTOPOI
BHOCUT CyIIIeCTBEHHbII BK/IaJ, B pa3BUTHeE KIMHMUUECKUX MMposiBiaeHuit nedunra A1AT [18].

BaykHy10 posib B TOBpekaeHMUM jierkoro mpu gedunte A1AT urpaet kypeHue. CurapeTHblii
IbIM MOXET OIOJIHUTENIbHO YCUIMUBATD IouMepu3anio mojekya A1AT, HapyliaTh CMHTE3
9/1aCTMHA B JIETKUX, MOAAepXXMBaTh HelTpoduibHOe BocmaneHue [19,20].

[Tomrmo HapylieHusi OajaHca B CHUCTeMe IIPOTeOoaM3-aHTUIIPOTEONN3 B KauecTBe
BO3MOXHBIX IIaTOr€HEeTUUEeCKUX MeXaHM3MOB SM@u3eMbl JerKUX paccMaTpPUBaIOT
TofaB/IeHNe aHTMOoreHe3a B JIETKMUX, HapylleHMe OajaHca MeEXIy IOBpeXIeHueM U
pereHepaiyeil MmapeHXUMbl JIeTKMX, ayTOMMMYHHbIe peakli B a/IbBEOJISIPHON TKaHU WU
KaIluJIsipax Jerkux, yCKOpeHHbI allonTo3, MOBbIIIeHVe BHYTPpUaLMHAPHOTO AaBiaeHus [1].

BonbiiMHCTBO ciaydyaeB sMdu3eMbl jierkux cBsizaHo ¢ XOBJI. KpoMe TOro, y KypUIbIIUKOB C
HaJIMUMEM PeclMpaTOPHBIX CUMMIITOMOB, HO He uMemwomux auarHosa XOBJI, smdusema
BBISIBJISLIACh B 52% cimydaes [21].



1.3 dnuaemmnosiorus 3adoieBaHuUs UIN
COCTOSIHUA (TPYyIIibl 32a00/1eBaHUI U
COCTOSTHU )

I[To JaHHBIM MeTaaHa/13a, SMdu3eMa BCTpeUyaeTcsl y B3pOCIOro HaceaeHus ¢ yacToroii 0,5 —
5,7% [3].

B KpyIHBIX anuaeMuosornyeckux mcciaemopanusx CIIA cpeny 6eyoro HaceaeHMUs OMarHo3
sMu3eMbl YCTAHOBJIEH V 3,5%, a XpOHMUECKOI 00CTPYKTUBHOI 601e3HM jerkux (XOBJI) —y
6,3% 006cnenoBaHHbBIX [4].

Tounast pacnpoctpaHeHHOCTh Aeduiuta A1AT B GONBIIMHCTBE TOMYISLMIA HEeM3BECTHA, Y
MHOTUX JIUL], OH OCTaeTCs HeAMarHOCTUPOBAHHBIM.

[To manHbiM EBpormeiickoro jerouyHoro (osHma, B cTpaHax EBpOITbI pacnpoCTpaHEHHOCTh
nedbunura A1AT Bapbupyer B mnpegenax 1 Kk 1800-2500 HOBOPOKIEHHBIM, UTO COCTaBJISIET
nopsiaka 125 Teic. yenoBek [5,6]. B ciyuaiiHol BbIOOpKe PYyCCKMX M3 Pa3IMUHbBIX 00acTeit
eBpornerckoii yactu Poccun yacrora Z-amienu konebdanach ot 0,3 mo 1%, yacrora S-asienu —
ot 0,2 no 1,5%. Ilo pacueTam, B eBporIieiickoit uactu P® okoo 17,7 ThIC. TOMO3UTOTHBIX MU
KOMIIayH/[-T€TEPO3UTOTHBIX JIMI| MO0 S- wiau Z-ajuienu, a Takke 2,6 MJIH. HOcuTenei. B
a3MaTcKoi yactu 3T uudpsl coctaBisiioT 1,2 Toic. u 500 ThIC. COOTBETCTBEHHO [7]. OmHaKo
CyaIuTb 0 yactoTe gebunuta A1AT B pocCuiiCKO MOIYISIIIUMM Ha OCHOBAaHUM 3TUX CBeIeHUl
He MpeaCcTaBJIsIeTCs] BO3MOXXHBIM.



1.4 OcobeHHOCTM KOAVIPOBaHMSA 3a00/IeBaHMSI
MJIN COCTOSIHMS (TPYILIIBI 3200/ IeBaHUA UJIN _
COCTOSIHUI) 10 MeXXIyHapOSHOV CTaTU4YeCKOM
Kjaacu@ukanyum 0oje3HeNn u npoosiem,
CBSI3aHHBIX CO 34,0POBbEM

J43 dmpuszema:

J43.0 Cungpom Mak-yieona

J43.1 [MannobynspHas amdpusema
J43.2 llenTpunobynsipHast sMmpusema
J43.8 Opyras amdpusema

J43.9 Bynie3Hast ampuszema



1.5 Knaccudukanysa 3adosieBaHUg MIN
COCTOSIHUA (TPYyIIIbI 32a00/1eBaHUI U
COCTOSTHU )

B 3aBUMCMMOCTU OT 30HBI MOopa’keHys allMHyCa BbIOCJIAIOT Cleayilolye THUIIbI SMCIJI/IBEMI)I

(Tabm. 1):

rapacernTajbHasl,
naHalMHapHasi (TaHa00yasipHas).

IleHTpUalHapHas (LeHTPUI00yIsIpHas),

B otmenbHy0 GOpMy BBIIENSIOT OY/I/Ie3HYI0 dM@u3eMy, XapaKTepu3yIOIIyloCcsl pa3BUTHEM
YYaCTKOB IECTPYKINUM pa3sMepom 6osiee 1 ¢cM, KOTOpast MOXKET OBITh MCXOIOM JIF0060¥ (hOPMBI

SM(QU3eMBI.

Tabmuua 1. Knaccuduranms smbuseMbl

oTAaenbl

ropaxeHuve

XapaKkTepucTukun LleHTpuauuHapHas MaHauuHapHasa MapacenTtanbHana
Mopdonornyeckne pacllMpeHne  UeHTpasbHbIX | AECTPyKUMUS anddysHoe paclwmnpeHue
oTAEeNoB aumHyca - MeXaIbBEONSPHbIX auuHyca, cnusiHue
pecrnunpaTopHbIX HGPOHXMON U neperoposok, BHYTPUAONBbKOBbLIX  CTPYKTYpP
MeXXasibBeONSIPHbIX X0A0B pecnvpaTopHble  H6POHXMOJIbI B eanHoe BO3AYLUHOE
OCTaloTCs HEM3MEHHbIMU NpOCTPaHCTBO
Jlokanusaumsa n3amMeHeHui BepxHue foNnu, LeHTpasbHble HwkHue ponun, anddysHoe | CybnneBpanbHo

BPKT-npu3Haku

JlokanbHble y4acTKu
NMpoCBETNEHUSA 6e3 BUAMMbIX
CTEHOK

ObwunpHble 30HbI
MOHMXXEHHOW NNOTHOCTM 6e3
BMANMbIX CTEHOK, obeaHeHue
COCYAMNCTOro pUCyHKa

JlokanbHble OKpyrfble, 4YeTKOo
OoYyepUeHHble yyacTku
NPOCBETNEHUSA C TOHKUMU (<
1 MM) cTeHkamu

MpuYnHbI

CurapeTHbIli AbiM

Oeduunt A1AT, curapeTtHbin
ObIM

CurapeTHbIi AOblIM,
manonTnyeckas

Hedbunut A1AT pa3nensioT Ha caenyiolie KIMHNYeCKe TUITDI:

e nedunut A1AT ¢ npeMylIeCTBEHHBIM MOPasKeHMEM renaTooMIMapHOi CUCTEMBI;

e nmeduunut A1AT c mpeuMyIeCTBEHHBIM MOPaKeHMEM IbIXaTeIbHO CUCTEMBI;

o neduuut A1AT c coueTaHHBIM ITOPaKEHMEM JIETKUX U TI€UEeHMN.




1.6 KnuHn4yeckasi KapTuHa 3a00/1eBaHUsI WIN
COCTOSTHUSI (TPYIIIIbI 3a00/1€BaHUIT U
COCTOSIHUMN)

KinHM4Yeckue CUMIITOMbBI CO CTOPOHBI AbIXaTe/JbHOI CUCTEMBbI TpPU 3Mdu3emMe Jerkux
HecnienipuuHbl. OCHOBHbIE CUMIITOMBI — 3TO ObIIIKA M CHIDKeHME TMepeHOCUMOCTU
(Gu13MYeCcKMX Harpy3oK.

[TepBbIM IpOsiB/ieHMEM 3Mbu3eMbl (0COOEHHO B Cydyae IapacerTaabHOi 3MdU3eMbl) UIn
OCJIO’KHEHMEM Y3Ke M3BeCTHOTO 3a60/1eBaHMsI MOKET ObITh CIOHTAHHbBI ITHEeBMOTOpaKc [22].

Kak u ripyu GONBIIMHCTBE APYTUX HACAeACTBEHHbBIX 3a001€BaHM, KIMHNYECKNEe TPOSIBJIEHUS
neduita A1AT cuMIBbHO BapbUPYIOT M 3aBUCSIT OT (PAKTOPOB OKPY3KAIOIIEH Cpembl.

Cpeoy KIMHMYECKUX MposiBaeHUi medunmra AIAT y B3pOwIbIX IIpeob/1amaioT JIErOUHbIE
dopmbl. TUNMUHBIMM TpOsIBIeHUSIMU  3aboneBaHus sBisiorcsi sMmdbuszema, XOBJI,
pelaIuBUpYIOLe OPOHXUTbI, OPOHXOOOCTPYKTMBHBI CUHIPOM C COOTBETCBYIOIIEH
KJIMHUYECKOV CMMIITOMATUKON - MpPOrpeccupyloiiasi Oablika npu (GuU3uUecKoil Harpyske,
3MU30[bI CBUCTSILIETO AbIXaHWs, Kallle/lb, IPOLYKUMS MOKPOTHI [23-27].

V nauyeHToB ¢ XOBJI Hanmuume BeIpaskeHHO am@u3eMbl erkux 1mo KTBP acconnmpyetcst ¢
607bII1e/ CMEePTHOCTBIO U IIPOrpeccupoBaHeM OCHOBHOTO 3aboeBaHus [28].

Psin nutl ¢ nedunutom A1AT MMerOT HOpMasibHbIe TToKa3aTeau PYHKIUM JeTKMX Ha MOMEHT
TIOCTAaHOBKM N1arHo3a. TOYHbII MPOrHo3 (MIPM eCTeCTBEHHOM TeueHUM 3a00ieBaHUs) Y
IaHHBIX MHOAUBUIYYMOB Heu3BecTeH. OMHAKO eCTb JaHHbIe, [TOATBEPKIal0Iie HOPpMaJIbHYIO
BbDKMBAEMOCTb Y HEKYPSIIIUX Jinii, ¢ PiZZ-benoTuriom [29].

Hanbonee pacmopocTpaHeHHON MPUUMHON CMepTu y TaiueHToB ¢ peduimurom AlAT
SIBJISIETCSI AbIXaTe/IbHAsI HeAOCTaTOUHOCTD (45-72% cmepTeii), 3aTeM caeayeT IUPPO3 MeueHn
(10-13% cmeprein) [30,31].



2. [IuarHoCTHNKa 3a00/IeBaHUS VI COCTOSIHUSA
IPYIIbI 3a00/1€BaHUIA MJIM COCTOSTHII)
MeIUIIMHCKYE ITOKa3aHUS U
IIPOTUBOIIOKA3aHMUSI K IPMMEHEHMIO METOI0B
OVarHOCTUKU

BONbIIMHCTBO c/yyaeB 3M@u3eMbl JeTKIX acCOLMMPOBAHO ¢ KypeHuem 1 HannumeM XOBJI,
YTO O0OYy(IaB/IMBAeT HEOOXOOMMOCTb OO0CaemoBaHME Ha IIpeaMeT HaJIuuusl TaHHOTO
3a60/ieBaHMS Y BCEX JIUII C AIMP13eMOii.

IuarHoctuueckue mapkepsl geduuyta A1AT cymmupoBansl B Tabi. 2 [9,32].

Tabnuiia 2. luarHoctTuueckue Mmapkepbl gebuiinta A1AT

MposiBNneHus co CTOPOHbI OPraHoOB AbIXaHUSNA

MposiBNneHus co CTOPOHbI APYruX OpraHoB U CUCTEM

PaHo Bo3HMKLWana amdpusema (B Bo3pacte Ao 45 ner)

OMdusemMa nerknx B OTCYTCTBME M3BECTHbIX (PpaKTOPOB pucKa
(KypeHune, Npon3BOACTBEHHOE BO3AENCTBUE MbIN U ApP.)
SMdpu3eMa C MNpPEeMMYyLLECTBEHHbIM TMOpaxXeHneM 6asanbHbiX
oTAenos

Pazsutne XOBJZ1 y nuu monoxe 40 netr u/vnm Co CTaxem
KypeHus meHee 20 nayek-neTt

BonesHb NeyeHn HEACHOM 3TMOAOIUN

HekpoTU3MpYyOLWMn NaHHUKYNUT

ANCA-accounmpoBaHHbIA BaCcKynT

Hanuune B ceMelHOM aHaMHe3e 3SM@u3eMbl  Nerkux,
6poHxo3kTazos, 60/e3HNM  nevyeHW, naHHuKynuTa Anbo
noaTBepxaeHHbin geduumt A1AT y KPOBHbIX POACTBEHHMKOB
(ocobeHHO y bpaTbeB 1 cecTep)

BpOHX03KTa3bl HEACHOW 3TUOIOrUK
6poHxManbHas acTMa C YCTOM4YMBBLIM K Tepanuu HapylleHuem
dYHKUNM NTerkmx

e JTanimentoB ¢ XOBJI, ocobeHHO Mpyu OebioTe 3aboseBaHMUsI B Bo3pacTe <40 JieT, cTaxke

KypeHuss <20 1auek-jieT, 5M@u3eMaTo3HOM (peHOoTurie, ¢ MOPeuMyIleCTBEeHHbIM
pacrnonioxkeHeM sMdu3eMbl B 0a3aqbHbIX OTHOeNaX pPeKOMEeHAYyeTCsI TeCTUpOBaTh Ha

nebunut A1AT [9].

VYpoBeHb yoenuTeabHOCTH pekoMeHaanmuii C (YpoBeHb JOCTOBEPHOCTH JOKa3aTe/IbCTB
5).

KommeHTapun. PanHee gvisisnieHue depuyuma AIAT no3soium npedynpedums go3deticmeue
(akmopos pucka (KypeHue u 0p.) U MOHUMOPUPOBAMb COCMOSIHUE NAyueHma.



2.1 J)Kay1o0b1 M aHAMHeE3

[Ipu c6bope aHaMHe3a y MalMeHTOB ¢ 3MbuU3eMoii Jerkux, BceM MaiieHTaM peKOMeHAyeTCs
OLleHMBATh Ha/MuMe OABIIIKM, Kallas, TPOAYKLMM MOKPOTBI, XpUIIOB B TPyAM, BO3PacCT
ne6ioTa KIMHUYECKUX MPOSIBJIEHU, YTOUHSTh HaJIMuMe MaTOMOTUM JIbIXaTeTbHOM CUCTEMBbI
(om@du3eMbl) 1 TIeYeHU Y KPOBHBIX POJCTBEHHMUKOB, & TAKKe OLleHMBATh aHaMHe3 KypeHUs C
pacuyeToM MHJIEKCa Kypsilero yeaoBeka (MauvyeKk-JeT) /s MCKIYeHUS IOTEeHLMaTbHbIX
MpUYMH 3MOU3eMbl JTeTKUX [33].

VpOBEHb YGE,IIMTEJII)HOCTM DEKOMEH,Z[aHMﬁ C (YpOBEHI) JOCTOBEPHOCTHU NJOKa3aTe/IbCTB
4).

Kommenmapuu: KnuHuueckue nposieiieHUss HQUUHArwmcs, Kak npasujio, 8 cpedHem 8o3pacme
(32-41 200), xoms onucaHa 3Ha4umMenpHas sapuabenbHocmes epemeHu ux debroma [9,34-36]. Ha
CKOpOCMb pa3eumust U msxecms NOpaXceHusl Jie2kux CywecmeeHHoe eausiHue oKasvleaiwom psio
BHEWHUX (8 nepsyilo ouepedv KypeHue) U 2eHemuueckux @akmopos. OOHako Jauya ¢
HedocmamouHocmoio A1AT mozym 6o1emv XOBJI Oaxce npu omcymcmeuu KypeHus 8 AHamHe3e.

V nauuenmos XOBJI ¢ dedpuuumom AIAT no cpasHeHuio ¢ 6onvHsimu XOBJI 6e3 Hezo 6osee
8blpaxceHa o0blWKa, XyHe Kauecmeo HU3HU U (pyHKyuoHatvHele nokaszamenu [37]. K pakmopam
pucka 6vicmpozo npozpeccuposarusi XOBJI y nauuenmos ¢ depuuumom AIAT omHocsamcs
KypeHue, NPUHAONEXHOCMb K MYXCKOMY oy, 0ebrom KAUHU4UeCKUx nposieieHuti 8 gospacme 30—
44 nem, O®BI 8 unmepsane 35-79% om 0onxncHO20, ompuuamenvHass npoba ¢ OPOHXOUMUKOM
u Hu3kuti yposeno A1AT.

Bcex manuenTtoB ¢ gedunutom AlAT He3aBUCMMO OT BO3pacTa peKOMEHIyeTCs
paccnpamuBaTh O HaJIMUMM CUMIITOMOB CO CTOPDOHBI TrenaTOOMIMApHOM CUCTEMBI, IJIsI
VICKJIFOYEHM S [1aTOJIOTUY [IeYeH U KeTYeBbIBOASIINX IIPOTOKOB[38-40)].

VpoBeHb yoeauTeabHOCTU pekoMeHaanui C (ypoBeHb JOCTOBEPHOCTHU JOKAa3aTe/IbCTB
5).

Kommenmapuu: Y Hekomopbsix nauueHmos 0e3 NnpusHakos paHHezo 3a00/e8aHUsl NeueHu
803HUKAEM HapyuieHue (GyHKYuu neueHu 8 noodpocmkosom eo3pacme u nosxe. IlopaxceHue
neueHu 80 B83POCTIOM B803PACME NPOSABISEMCST MENKO- U KPYNHOY3/108bIM UUPPO3OM U UACMO
npugooum K pa3eumuro 2enamoyeiioIIPHOL U X0NAH2UOUELTIoNSIPHOL KapyuHomal [38-40).



2.2 dusmuKajabHOE 00Cc/IenoBaHue

[Ipy dusmkajibHOM 00CIe€IOBaHMM MalMEeHTOB C 35M@uU3eMoi JIerkux, Kak IIpaBuio,
BBICTYIIMBAETCSI OC/Iab/ieHHOe [bIXaHMe IIpU ayCKyAbTalluM U KOPOOOUHBIN 3BYK IIpU
MEePKYCCHUM, MOXKET  OIpedenasTbCd  IapagoKCaabHbIN  Iynbc. K xXapaKTepHBIM
KOHCTUTYIIMOHAJTIbHBIM YepTaM TaKuX IallMeHTOB OTHOCSITCSI CHUYKEHHBI MHIEKC MacChbl
Tejla, OOUKOOOpasHasi TIpyaHasi KJIeTKa C TOPM3OHTAJbHBIM pacIONIOKeHEM pebep,
CIVIAXKEeHHOCTh MeXXpeObepHbIX ITPOMEKYTKOB, IIMPOKUIA SITUTracTpaabHbIl yron [1,41].

[Tpu nipoBeneHnM GU3UKATLHOTO OCMOTpA Y Mal[MeHTOB C Mofo3peHneM Ha meduuut A1AT
HeoOXOIMMO TakKe oOpallaTh BHMMAaHME Ha COCTOSIHME TenaToOMIMapHOi CUCTEMBI U
KOKHBIX MOKPOBOB. IIpu neduiiute A1AT ¢ nipeuMylieCTBEHHbIM MOpPaskeHueM IeUeHU Mpu
OCMOTpPe MOTYT ObITh BbISIBJIEHbI IIPU3HAKY LIMPPO3a MeUeHN.

OmHMM "3 KIMHMYECKUX mposiBieHuit gebunura AlAT sBaseTcss HeEKPOTU3UPYIOIIMIA
MMaHHUKYJIUT, 111 KOTOPOT'O0 XapakKTepHO MOsIBJIeHNe TTOIKOKHBIX y3/I0B Ha 00/1aCTy SITOMIMII,
HVKHEN 4aCTU XMUBOTA, IIPOKCUMAJIbHBIX OTAE/I0B KOHEUHOCTEIA.

e V BCcex IauUMeHTOB ¢ 5Mu3eMoOil JIerkux peKOMeHAYyeTCs  MCIOo/b30BaHMe
MTy/IbCOKCMMETPUM [/l OLIeHKM HacChIIleHUsI reMorioomHa kKuciopoaom (SpOy) [42, 119].

VpoBeHb yOeOuUTeTbHOCTY peKoMeHAauui B (YpoBeHb JOCTOBEPHOCTH JOKa3aTe/IbCTB
2).



2.3 JIabopaTOpHbIE€ AMArHOCTUUYECKHE
MCC/IeJ0OBaAHUS

e [laumentam ¢ 3SMduszemoit Jerkux TInpu 3HaueHun SaO; <92% 1o JTaHHBIM
ITYJIbCOKCUMETPUM PEKOMEHIYeTCs TIPOBeJeHe aHa/IM3a Ia30B apTepuaabHOM KPOBU [IJIsl
OLIeHKM BBIPa’KeHHOCTU TUTIOKCeMUM [42].

VYpoBeHb yOenuTeIbHOCTY peKOMeHAanui A (YpOBeHb IOCTOBEPHOCTH J0Ka3aTe/IbCTB
— 2)

e BceMm maliMeHTaMm C IOZO3peHMeM Ha HacjlencTBeHHbI nedunut A1AT pekoMeHIyeTCs
orpeneneHe aKTMBHOCTU anbda-1-aHTUTpUIICKMHA B KpoBMU [9,23,39,40].

VYpoBeHb yoeauTeabHOCTU pekoMeHaanmuii C (YpoBeHb JOCTOBEPHOCTH JOKa3aTe/IbCTB
4).

KommenTtapumu. B ycnosusx P® onmumanvHoim s875emcst onpedeneHue yposHs AIAT
MemoooM UMMYHomypbOudumempuu, npu Komopoli HopmanvHeiMu 3HaueHusmu AIAT 6
cviBopomke Kposu 6yoym cuumamocs 0,9-2 2/n (npu usmepeHuu Memooom Heperomempuu — om
2004 2/n) [23].

IIpu uHmepnpemayuu pe3yabmamos ciedyem Yuumosl6ams, 4mo npu UHGPEKYUOHHBIX U
80CNANUMENbHBIX Peakyusx, OnyxoJsx, cmpecce, uioke, 6epeMeHHOCMuU, npueme npenapamos,
BKJIIOUAIOWUX 8 COCMas seujecmea u3 zpynnot acmpoz2eHoHo8 (ATX GO3C), yposerv A1AT 6 kposu
nossiwaemes  [39,40]. HccnedosaHue Jyuuwie npogsodums 6He hepuoda 000CMpeHust
accoyuuposarHuix ¢ depuyumom A1AT 3abonesaHuti [45].

e OreHka ypoBHS al-dpaxkuyu IoOyAMHOB MpU OIpeneSeHMM COOTHOIIeHUS O6elTKOBbIX
dpakuuit  metomoM  snekTtpodopesa  MAM  METOJOM  BbICOKOUYBCTBUTEIbHOTO
Kalu/UISpHOrO  s/nekTpodope3a ¢ 1eablo auarHoctTuku  aedpunmura  AlAT  He
pekoMeHyeTcsl, TaK KakK TpeOyeT AaJbHEMIIMX MCCIeAOBaHUI OIS TIOATBEPKIEHUS
nuarsosa [9,48].

VpoBeHb yoeauTeabHOCTU peKoMeHaanui C (ypoBeHb JOCTOBEPHOCTHU JOKA3aTeIbCTB
5).

KommeHnTapum. CHuxceHue aubo omcymcmeue @pakuuu al-2100yauHo8 npu pymuHHOM
anekmpogopese 6enKos8 naasmsl Kposu no3eojsiem 3anodo3pums Haauudue depuuuma AIAT,
nockobky oH cocmasnsem 80-90% al-2100y1uH08 KPosL.

e BceMm nauyenTam ¢ gedunutom A1AT peKOMeHAYeTCS esKkeroHoe MccIeqoBaHue aHaamu3a
KPOBM OMOXMMMUYECKOTO 00l1lleTepaneBTUUECKOTO C MCCIeq0BaHMEM YPOBHS aibOyMIMHa B
KpPOBM, MCC/IeIOBaHMEM VYpPOBHSI 00IIero OmaupybmuHa B KpPOBM, OIpeneIeHreM
aKTMBHOCTM acmapTaTaMMHOTpaHcdepasbl B KpOBU, OImpeneaeHMeM aKTUBHOCTU
aJlaHMHaAMMHOTpaHcdepa3sbl B KpPOBM,  OIpede/ieHMeM  aKTMBHOCTM  ramMma-
IIoTaMmuiITpaHcdepasbl B KPOBU U MCC/IeIOBaHMe YPOBHS TPOMOOIIMTOB B KPOBM [47].



VpOBEHb YGe,Z[MTeJIbHOCTI/I peKomeH,uaum‘/i C (ypOBeHb JOCTOBEPHOCTHU NOKa3aTe/IbCTB
5).

Kommenrapunu. Y nayuenmos ¢ deuyumom AIAT uacmo 8bwia6/151emcs mpaH3umopHoe
nosslieHue mpaHcamuHas. CHuMceHUe CUHmMemuueckoli (QYHKUUu neueHu (CHUMEHUE
anbOymMuHa) u mpomoboyumoneHus 6osee cneyuguutsl 0711 UUppPo3a neueHu.



2.4 UHCTpyMeHTa/IbHbIE OVarHOCTUYECKue
UCCIeJOBaHUS

MeTonbl BU3yannsauumn

e Bcem manueHTaM C MOLO3peHMEM Ha 5M@U3eMy JerkuxXx pPeKOMeHAYeTCs IPOBOAUTH
MPULIEJIbHYI0O peHTreHorpaduio OpraHoB TPYAHONM KIEeTKM B MPSIMOII HPOEKUUU mOJist
MOATBEPXKAEHMUSI [MarHo3a WCKIIYeHMUs] ApYyTux 3a00eBaHUii OpPraHOB [bIXaHUSI U
cpermoctenus [43,44].

VYpoBeHb yoeauTeabHOCTH pekoMeHaanmuii C (YpoBeHb JOCTOBEPHOCTH J0Ka3aTe/IbCTB
5).

KommenTapum. K xapakmepHsiM NPU3HAKAM IMPU3EMbl 1€2KUX OMHOCIMCS HU3KOE CIOsHUE
u ynaoweHue ouagppazmel, 8epmukaipbHOEe NOJOXEHUE cepdud, ysenuueHue nepeodHe3aodHezo
pasmepa 2pyoHoU KJIemKu u pacuiupeHue pempocmepHaIbH020 NpPocmpaHcmed, ob6eoHeHue
JIe204H020 PUCYHKA, UACMO 8CmMpeudaemcs 20pU30HMasbHoe pacnojioxeHue pedep u pacuiupeHue
mexcpedepHbIX NPOMEHCYMKO8.

/Ing nayueHmos c¢ am@usemoti Ha ¢oHe Jdeuyuma AIAT 6Gosee xapakmepHO NOPaAMCEHUE
HUMCHUX 0mOes108.

Y uacmu nayueHmos ¢ smpu3zemoli JsezKux HaA HAUANbHBLIX IMANAX U3SMEHEHUS Hda
peHmezeHozpamme 0pzaHos 2pyoHoli KJiemKu Mozym omcymcmeosama.

e V MalueHTOB C BIepBble BBISIBIEHHON 3M(G1U3eMO0ii Jerkux, HaIuuyeM pecrmpaTOPHbIX
CUMIITOMOB W/WIM WM3MeHeHMeM TIiokasaTejieiti QYHKLIMM JIeTKUX PeKOMeHIyeTcs
TIpoBeieHe KOMITIbIOTEpHOJ Tomorpadumu Bbicokoro paspemenus (KTBP) opraHos
IPYLHON Ki1eTKu [49].

VpOBEHb YGE,I[MTGJII)HOCTM peKOMEH,Z[aHMﬂ C (YpOBeHb JOCTOBEPHOCTHU NOKa3aTe/IbCTB
- 4)

KommenTapumu. KTBP opzaHo8 2pydHOUl KaemKu 58/semcs Haubosee uy8cmeumeibHulM U
cneyu@uuHslM MemoodomM Onsl Bblsi8JIeHUs, OUEHKU BblpadeHHOCMU U Mopgonozuueckoli
xapakmepucmuxu smpuzemot 1é€zkux [50].

Ampusema npossnsemcs 8 sude omoeNbHbIX YUACMKO8 NOHUNCEHHOU naomHocmu 0e3 Kakux-
JU60 2paHuy Uau 02PAHUYEHHBIX MOHKUMU (MeHee 1 MM) CMmeHKAMU, 6 UeHmpe MmAakKux
npocsemaeHUli Moxcem HaxooumsCcs MouKa — 6emab Je204HOl apmepull.

IIpu Odepuuyume AIAT Knaccuueckum NPU3HAKOM S675emcs NamaobynspHas sm@usema c
npeumyw,ecmsaeHHsIM Nopaj;ceHuem HuxcHux doseti neekux [1,9].

Haubonsweti uyscmeumenpsHOCmMuio U CheyuduuHOCMoio 8 OUeHKe NPO2PeCccUpos8aHus Impusemol
obnadaem memod peHmeeHodeHcumomempuu, KoJauuecmeeHHo OUEHUBAWUL 8bIPAHEHHOCMb



amepuzemol [49,51].

e PekomeHpnyercsl peryisipHoe npoBeneHue KTBP opraHoB rpygHOM KJIETKM OJISI OLI€HKU
MporpeccupoBaHus 3M@pu3eMbl Y TTallMeHTOB C TsSKENbIM geduiiutom A1AT [52].

VYpoBeHb yOeauUTeIbHOCTU peKoMeHAanui B (YpoBeHb JOCTOBEpPHOCTH JOKAa3aTe/IbCTB
2).

@OyHKIMOHAIbHAS AMArHOCTUKA

e Bcem mnanueHTaM ¢ mnomo3speHuemM Ha XOBJI ¥ smdusemy J1erkux peKoMeHIyeTCs
MIPOBOJUTH CIIMPOMETPUIO ¢ OPOHXOAMIATAIMOHHBIM TECTOM IS BbISIBJIEHUSI U OLIEHKU
CTeIleHU TSDKeCTU OOCTPYKIUMM IbIXaTeNbHbIX IyTelt [53,54].

VpoBeHb yOeAUTETbHOCTY PeKOMEHaIui 4 (YPOBeHb OCTOBEPHOCTH 10Ka3aTe/IbCTB
- C)

e Bcem mainueHTaM C BbIpakeHHOV 3M@uU3eMOii JIeTKUX U HaJIuMuyleM peclypaTOPHbBIX
CUMIITOMOB peKOMeHIyeTcsl IIpoBeAeHMe OopuruieTusmMorpaduu u uciaegoBaHMe
nbdy31MoHHOI CITOCOOHOCTM JIeTKUX [55,56].

VpoBeHb yoeauTeabHOCTU peKoMeHaanui C (ypoBeHb JOCTOBEPHOCTHU JOKA3aTEIbCTB
- 5)

KoMmmenTapumn. Memods! uccnedo8aHus JezouHvix 00semos u oug@ysuoHHoli cnocobHocmu
JIe2KUX 1871910Mcs1 6osiee uy8CmaumenbHoIMU UeM Cnupomempust Ons OUeHKU (PyHKUUOHAIbHOZ0
cmamyca nayueHmos ¢ aImpu3emoti 1ezKux.

[Ina am@usemol nezkux xapakmepHo cHuxceHue DLco menee 80% om O00/HHBIX 8eUUUH NpU
00HOBPEMEHHOM CHUMCEHUU 00Bema (popcuposaHHozo 8vidoxa 3a 1 cek (ODPB;) meree 80% om
O0/I#CHO20 U/Unu nossluleHUUu ocmamourozo o6sema nezkux (OOJI) 6onee 120% om 0o/xHO20, a
maxkxce ygeauueHuu @OE u omuowenuu OOJI/OEJI [57,58].

e Jlaumentam ¢ pgebunuTom AlAT, He CONPOBOXKIAIOIIVMMCS  KIMHUYECKUMU
IIPOSIBJIEHUSIMM, PEKOMEHIYeTCS IIpOBedeHMe COUPOMETPUM Ha 3Tare IEepBUYHOTO
obcnemoBanus [59,60].

VYpoBeHb yoeauTeabHOCTU pekoMeHaanmuii C (YpoBeHb JOCTOBEPHOCTH JOKa3aTe/IbCTB
4).

KommenTtapum. Ilo danHbiM cnupomempuu y nayueHmos ¢ depuuyumom AI1AT onpedensiemcs
npeumyuleCmeeHHo 00CMpYKMuUGHblli mun HapyuleHuil, y MHO2UX NnayueHmos onpeodessiemcs
00pamumocmes OPOHXUAILHOLU 00CMPYKUUU.

PanHsia duazHocmuka (yHKYUOHANbHBIX U3MeHeHUll (OpoHXUanbHOU 00CmpyKyuu) no3eosisiem
C80€8PEMEHHO NPUHSIMb MEPbL N0 YCMPAHEHUI (Pakmopos pucka no8pexcoeHus 1ezKux, Hauamso
mepanuto XOBJI u paccmompems 80npoc o cneyuguueckoti mepanuu depuyuma A1AT.



e [lanimeHTam c JierouHoit dhopmoii gebuiniuta A1AT BHauase peKOMeHAYeTCsI ITPOBOAUTD
CIIMPOMETPUIO Kaxkable 6-12 MecsiieB OJjs1 UCKIIOUEHUsI ObICTPOrO IPOTrpecCUpOBaHMS
3a001ieBaHMs, TIOC/Ie Yero YacToTa UCC/IeJOBaHMIT MOKeT ObITh CHUXeHa [9,47].

VpOBEHb YGEJIMTEJII)HOCTM pEKOMEH,Z[aHMﬁ C (YpOBEHI) JOCTOBEPHOCTHU NJOKa3aTe/IbCTB
5).

KommenTapumu. Ckopocmu cHuxceHusi ODPB1 npu dedpuuume AIAT cunvHo 8apwvupyem y pasHoix
navuueHmos.

e Tlauuentam c geduinnurom A1AT peKOMeHIyeTCs esKerogHO MPOBOAUTH YIbTPa3BYKOBOE
ucciaenoBanye (Y3) opraHoB OPIOIIHOM MOJIOCTY JIJIsI MCKIIOUEHMS ITPOSIBJIeHNSI 00/Ie3HMU
CO CTOPOHBI IeueHu [47].

VpoBeHb yoeauTeabHOCT peKoMeHaanuii C (ypoBeHb JOCTOBEPHOCTHU JOKA3aTeIbCTB
5).



2.5 IHble nuarHocTnYecKue uccjaegoBaHus

@eHOTUNIMPOBaHME Y TEHOTUIIMPOBAHME

[Tom TepmuHOM «(EHOTUII» IIPUHSTO IMMOHMMATh SKCIpeccuio omnpeaeneHHoro tTuna A1AT, a
TIOHSITME TeHOTUII OTpaskaeT creludnyeckyro KOMOMHALIMIO ajlyieiedd.

e Bcem mamyeHTaM ¢ KIMHMUYeCKMMM mpusHakamyu gedunmra A1AT (cm. Tabmn. 1) m/mim
CHI>KeHHOM KoHLeHTpauyuu AlAT B CbhIBOPOTKE KPOBM PEKOMEHAYeTCS ITPOBOAMUTH
onpeneneHue GeHoruna u resoruna [39,40].

VpoBeHb yoeauTeabHOCTU peKkoMeHaanui C (ypoBeHb JOCTOBEPHOCTHU JOKa3aTeIbCTB
4).

KommeHTapumn. IleHomunuposaHue obnadaem HauboOnwbliell UYy8CMBUMeNbHOCMb U
cneuuguurocmoio ona onpedenevus deuuuma AIAT (S- u Z-annenu). Ilo yposHiwo AIAT 6
CbIBOPOMKE KPOBU HEBO3MOMCHO Npednonoxums 2eHomun depuuuma A1AT.

TeHomunupogaHue npogooumcsi Memooom ajieabcneyuguueckoli amnaugukayuu (0ns
gvisis/ieHUss anneneti S u Z) uau npamoim cekgeruposarHuem JHK, evideeHHOU u3 J00bix
a0pocodepxcauiux Kaemok 075 8bisi8aeHuUst pedkux mymayuti [46].

Onpedenenue pernomuna AIAT (A-Z) pekomeHdyemcs: npo8oodums C NOMOUBI0 MOHKOCIOLIHO20
usoanekmpuueckozo ¢okycuposarus [9]. HauanvHoimu Oykeamu angpasuma o00603Hauawom
8aApUAHMDBL C BbICOKOL CKOPOCMbIO hepemeuleHusl, KOHEeUHbIMU — nepemeujarwyuecs: ¢ HU3Koll
CKOpOCMulio.



3. JleueHHue, BK/II0Uasi MeAVKaAMEHTO3HYIO U
HeMeaUKAaMEeHTO3HYIO Tepanmnu,
oyieToTepanmnio, 00e300jMBaHue, MeIUIIMHCKIE
IIOKa3aHMA U IIPOTUBOIIOKa3aHMA K
IIPUMMEHEeHNIO MEeTOAOB JIeUeHU S

3.1. KoHcepBaTHBHasI Tepanmus

e Bcem maiueHTaM ¢ sMd13eMOi1 TeTKMX peKOMeHAyeTcsl 0TKa3 OT KypeHus [61,62].

VYpoBeHb yoeauTeabHOCTH pekoMeHaanmni C (YpoBeHb JOCTOBEPHOCTH J0Ka3aTe/IbCTB
- 4)

® HI)I/I OTCYTCTBUMU HpOTI/IBOHOKaBaHI/Iﬁ OJIA TIOA e P>KKU YCI/I)'II/II;'I I1O IIpeKpaleHnI0 KypeHnd
peKOMeHAYyeTCd Ha3HauaTb IIperapaTbl, IIpUMEHAEMbIE IIPpU HMKOTUHOBOM 3aBUCUMOCTU
[63-67].

VYpoBeHb YOeaAUTEeTbHOCTU PEKOMEHIAIN A (YPOBEHb JOCTOBEPHOCTHU I0KA3aTEeIbCTB
- 1)

KommeHnTapum: ®@apmakomepanusi 3¢ppekmusHo noddepxicusaem yCuius no npexpauieHuro
kyperusi. K npenapamam nepgoti nuHuu o1 JieueHus mabauHoli 3a8ucumocmu OmMHOCIMCA
8APEHUKIIUH, HUKOMUH, 8 MOM UUC/Ie 8 (hopme MPaHcoepMaibHOli mepanesmudeckoli Cucmembi.

e V mauueHTOB C 3MmdusemMmoit jerkux, obyciaosieHHoi XOBJI u/uin medunyurom A1AT,
pPEKOMEHYEeTCSl UCIOb30BATh AJIMTEIbLHOTO HIEeNCTBUS aHTUXOJIMHeprmyeckue cpencrsa
(OJAX), cenektuBHble 6eTa2-ampeHomumMmeTuku (IJBA), rmokokoptukouasl (MI'KC) — B
dbopme ST MHTAASIUMII — M, KOMOMHALMM TepeuncyieHHbIx npemnapaTtoB (IIBA/OIOAX,
OOBA/VUTKC, OOBA/OOAX/VUT'KC) o craHaapTHbIM MoKazaHusim [9,53].

VpoBeHb yoeauTeabHOCTU peKkoMeHaanuii C (ypoBeHb JOCTOBEPHOCTHU JOKA3aTE/IbCTB
5).

Kommentapumu. Jleuenue XOBJI nposodumcs 8 coomgemcmeuu ¢ MexOyHapooOHbIMU U
0meuecmeeHHsIMU PEKOMEHOAYUSIMU NO JieueHU0 0AHHO020 3a001e8aAHUSL.

e Jlns neuenust o6ocrpennit XOBJI Ha ¢poHe medumura A1AT peKoMeHOyeTCS YBeIMUeHNe
03 TIperapaToB AJjs1 JeYeHUs OOCTPYKTMBHBIX 3a00je€BaHMII ObIXaTeIbHBIX IyTei B
dbopme wmHransgNUii, Ha3HaUeHUEe KOPOTKMUX KypCOB ITIOKOKOPTUKOMUIOB HeiCTBUS, MTPU
M3MEHeHUM CBOVICTB MOKpPOTBHI — paHHee ICIIOJb30BaHMe aHTMOMOTUKOB, a TaKkKe
TIpOBeJleHe PeCcrMPaTOPHON MOALEPKKU IIPU HAIUUUM TTOKasaHum [1,9,23].

VYpoBeHb yoeauTeabHOCTH pekoMeHaanmui C (YpoBeHb JOCTOBEPHOCTH J0Ka3aTe/IbCTB
4).



Kommentapumu. Ob6ocmperuss XOBJI, ocobeHHO ¢ npu3Hakamu 6akmepuanvHoll uHgekuuu, y
nauueHmos c depuyumom AI1AT xapakmepu3dyromcs u30blmMouHOl 31acma3Holi aKMueHoOCMbio, 8
C8513U C UeM AKMUBHOE JieueHue 00JIHCHO OblMb HA3HAYEHO KAK MOXCHO PaHblUe.

3amecTuUTeIbHas Teparmnia

Ha ceromHsmHui AeHb eIMHCTBEHHBIM JOCTYIIHBIM CHenu(pUIeCKUM CPeICTBOM JIEUeHMS
sMmdu3emMbl JIeTKuX, o00OycaoBieHHON pAeduintom AlAT, sBasgeTrcs BHYTPUBEHHasI
3aMeCcTuTe/NbHAasT  Tepanusi  ajdbdal-mipoTenHasbl  MHTMOUTOPOM  (UeJOBEUECKUM),
MOJTy4YeHHBIM 13 ITyJ/Ia TOHOPCKO¥ TIJIa3Mbl.

3amectuTenbHas Tepanus 3¢@PEeKTUBHO CHUKAET eXeroaHylo MOoTeplo JIeTOYHOM TKaHu, O
yeM CBUETEeNbCTBYEeT OLleHKa [0KasaTesell peHTTeHOLeHCUTOMeTPU B IUHaMuKe [68-72].
EcTh TakKe OJaHHbIe, IOATBEPXKIAKIIME YMEHbIIeHe CKOpoCcTu cHmKeHuss O®B1 B romg u
CTAaTUCTUUYECKM 3HAUMMOEe YBeJIMYeHMe TPOAO/DKUTEIbHOCTU >XU3HU IIPpU TMPOBEIeHUN
3aMecTuUTeNbHOI Tepanuu [60,70,72-75]. CoriacHO psimy McciieloBaHMii, 3aMeCTUTeNbHas
Teparms CIIOCOOCTBYET CHVKEHMIO YaCTOThl M YMEHBIIEHUIO TskecTu oboctpenmii XOBJI
npu gebunute AlAT, a TakkKe YAyullleHUIO KadyeCTBa >KM3HM TMaIlM€HTOB, OIHAKO
I0Ka3aTe/bHOM 6a3bl TOKA HEAOCTATOUYHO [76—-78].

e BHyTpMBeHHass 3amecTUTeNnbHas  Tepanus  anbdal-TipoTenMHasbl  MHTUOUTOPOM
(uesioBeUeCKMM) pekoMeHAyeTcs1 B Jo3e 60 MI/KT ekeHelleJibHO JHIaM C AebUIUTOM
A1AT denorurnioB Pi*ZZ, Pi*ZNull, Pi*NullNull nmub6o #c pemkumyu medULUTHBIMU
BapuaHTamu ¢ KoHUeHTpanuein A1AT menbuie 0,8 r/n (11 mkmonb/n) crapiue 18 ner,
Ha/IMYMeM KIMHUYECKUX MPOSIBJI€HMII CO CTOPOHBI OpraHoB AbixaHus u O®B; 30-65% ot
Io/KHOTO [9,23,73,78,79,80].

VpoBeHb yoeauTeabHOCTU pekoMeHAanui C (ypoBeHb JOCTOBEPHOCTHU JOKa3aTeIbCTB
4).

KommeHTapumu. 3amecmumenvHas mepanusi HanpasjieHa Ha docmuiceHue u noddepicavue
KoHueHmpayuu A1AT eviuie nopoza 6e3onacHocmu — 0,8 2/a1. YcmpaneHue depuyuma He moxcem
80CCMAHOBUMb NOBPEHOEHHbIE CIMPYKMYPbL J182K020, HO MOXcem npedomaepamumep JdjbHeliliee
nospexcoeHue e2o4HOll MKaHu u cmabuausuposams cocmosiHue nayueima [79,81].

e V nanueHToB ¢ aepunmtoM A1AT u ODB; <30% peKomMeHyeTCsl pacCMOTPETh BOIIPOC O
BHYTPUBEHHOI 3aMeCTUTe/IbHOM Tepanumn [82].

VpoBeHb yoeauTeabHOCTU peKkoMeHaanui C (ypoBeHb JOCTOBEPHOCTHU JOKA3aTeIbCTB
5).

KommeHTapumu. B Kkauecmee apzymMeHmMo8 3a nposedeHue 3amecmumesbHOlU mepanuu
gblcmynaem  NOMEHUYUANbHASL  B03MOXCHOCMb  YMEHbWUMb  CMEPMHOCMb,  3aMeO0NUmb
npozpeccuposanue  3abonesavusi. QOOJHaxko  doka3amenvbHOU  0a3el 071  hposedeHus
3amecmumesnibHOl mepanuu y 0aHHOL Kamezopuu nayueHmos HedocmamouHo.



e V manueHToB ¢ gebpunutoM AIAT ¢ ODB1 >65% pellieHre OTHOCUTEILHO IIPOBEIEHUS
3aMeCTUTEIbHONM Tepanuy PeKOMEeHAYeTCs NMPUHUMATh B MHAMBUAYAJbHOM IIOpSAKe, C
y4eTOM MOTEHIIMAIbHOV BO3MOXKHOCTM 3aMeIJINTh IPOrpeccupoBaHme 3a001eBaHus U B
TO K€ BpeMsI BBICOKOJ CTOMMOCTM TepamuyM M OTCYTCTBMEM 0Ka3aTeJabHOl 06a3bl AjIs
IaHHOI KaTeropuu 60IbHbBIX [82].

VpoBeHb yoeauTeabHOCTU peKoMeHAanui C (ypoBeHb JOCTOBEPHOCTHU JOKAa3aTeIbCTB
5).

Kommenrapuu.  [Ipogurakmuueckoe  npumeHeHue  ayeMeHmMayuoHHO mepanuu
Heyenecoo6pasHo, NOCKOJIbKY He Y 8cex nayueHmos ¢ maxensim deuuumom A1AT passusaemcs
amepuzema nezKux.

IIpu npuHamMuu peuleHuss OMHOCUMENbHO NpoeedeHUsl 3aMecmumeslbHOl mepanuu y 3Mmux
nayueHmos ciedyem yuyumol8ames makxue pakmopsol, Kak eo3pacm, 6sicmpoe cHuxceHue ODBI,
CHuMceHue OJug@y3uoHHoOl cnocobHOCMU Jie2KUX U Npoz2peccuposavue smpusemvl N0 OAHHLIM
KTBP opzaHo8 2pyOoHOli KiemKu.

e BHyTpuBeHHas 3aMeCTUTe/NbHAas Tepanus He pekoMeHayeTcs mnanueHtam ¢ XOBJI ¢
reTepo3UroTHbIM reHotumnom gepuunrta A1AT [81,83].

VpoBeHb yoeauTeaIbHOCTU peKkoMeHaanui C (ypoBeHb JOCTOBEPHOCTHU JOKA3aTEIbCTB
5).

KommenTapumn. Poiv 3amecmumensHoli mepanuu y 0aHHbIX NAUUEHMO8 8 HACMOosiUiee 8peMsl
He ACHa.

e [Ipu mpoBemeHMM 3aMeCTUTE/IbHONM Tepaluy PeKOMEeHIyeTCs BHYTPUBEHHOE BBeIeHNe
anbdal-mmporenHasbl MHIMOMUTOPA (UemoBeueckoro) 1 pa3 B Hemeio B go3e 60 mr/kr [9,84].

VpoBeHb yOeaUTEeTbHOCTY peKOMeHAanui B (ypoBeHb JOCTOBEPHOCTH JOKa3aTe/IbCTB
2).

KoMmmenTapun. bonbsuiuHcmao ucciedosanuil, cpasgHusasuiux 3¢@ekmusHocms pasHovlx cxem
mepanuu, 8vISI8UJIU NpeuMylulecmea exceHedenbHo20 88edeHust npenapama. Ilokazaxo, umo sma
cxema noseonsgem noddepxucusams yposeHv AIAT eviiue nopoza 0e30NACHOCMU HA BCeM
unmepeasne mexdy 88edeHUIMU U N08bluidem YPO8eHb AHMUIIACMA3ZHOU aKMUBHOCMU.

Onpedenevue akmugHocmu anvga-1-aumumpuncuHa 6 Kposu ¢ ueavld hodbopa 003bl
3amecmumesnbHOLll mepanuu He peKoMeHOyemcs.

3amMecTuTe/IbHAs Teparnus, Kak IIPaBuIo, XOPOIIIO nepeHocuTcs. [TobouHbie peakiyy 0ObIYHO
OTHOCUTEJIbHO JIETKME ¥ KyIMPYIOTCSI CaMOCTOsTeabHO. Hambosee uacTo BCTpeuvaroTcs
HeOoJbIIasl JIMXOpajKa M O03HO0, KpamuMBHMIIQ, TOIIHOTA M PBOTA, CIabOCTb,
rOJIOBOKpYKeHMe. AHadwmiakcusi oIMcaHa, HO BCTpeyaeTcsl KpaiiHe penako. CioydaeB



MIapeHTePAIbHOTO 3apakeHus] BUPYCHbIM rematutoM u BUY (Bupyc mMMyHOmeduumMTa
yejl0BeKa) " JieTaJbHbIX MCXOI0B He 3aduKcupoBaHo [71,75,85-88].

e JlammeHTamM C 3MGU3eMOIi JIeTKUX M XPOHUYECKON [AbIXaTe/lbHOV HeOOCTaTOUHOCTbIO
peKOMeHyeTCs IpoBefeHue [JUTENbHOI KUCIOpOoAoTepanuu II0 CTaHLAPTHBIM
rokasaHusIM (rokasaHus cm. Tabmn.3) [53,89].

VpOBeHb YGe,Z[I/ITeJIbHOCTI/I peKOMEH,Z[aHI/Iﬁ C (ypOBeHb JOCTOBEPHOCTHU N0KA3aTEe/IbCTB
- 5)

Tabmuia 3. [Toka3aHus K Ha3HAYEHMIO IJINTEbHOM KMCIOPOA0TEpaInn

[MokazaHus PaO, Sa0» Ocobble ycnosus
(MM pT.CT.) (%)
ABCONtOTHbIE £55 £ 88 HeTt
OTHOCKTENbHbIE (npu 55-59 89 JleroyHoe cepjue, oTeKu, nonMumTeMmns
Hannummn ocobbix ycrnoBuii) (rematokput >55%)
Het rnokasaHumn (3a 360 390 [ecaTtypaumsa npu Harpyske
VCKITIOYEHNEM 0cobbIx [HecaTypauuns BO BpeMs cHa
yCnoBui) bone3Hb  nerkmx C  TAXenbIM  AUCMHOE,
yMeHbLlawowmmcs Ha doHe O;

KommenTapum. [Tapamempul 2a3000MeHd, HA KOMoOpwvlX ocHogvisaomcs nokadavus K /KT,
PEKOMEHAYemcst OUeHUBAMb MOoJIbKO 80 8pemMs CMabubHO20 COCMOsIHUSL 001bHbIX, M.e. uepe3 3-4
Hedeau nocne o6ocmpenust XOBJI [90].

3.2. Xupypruueckue MeTOAbl JIe4eHUs

e [lammenTtam ¢ XOBJI u 6y/ie3Hoit amdr3eMoii peKOMeHIyeTCsl ITpoBeieHNe Oy/IIOKTOMUM
TP HAJIMUYUU BbIPpAKeHHOM ofbIliKu (2-4 crereHb Mo mMRC), BbI3SBaHHOI COaBJIeHNEM
JIETKOTO KPYIIHBIMM Oy/IaMM, ITHEBMOTOpPAKCa MM KPOBOTEUEHMs BCIEACTBME pa3pbiBa
Oy, MHOULIMPOBaHMS OY/IIbI [1].

VYpoBeHb yoeauTeabHOCTU pekoMeHaanui C (YpoBeHb JOCTOBEPHOCTH JOKa3aTe/IbCTB
5)

e Jlaumentam c¢ XOBJI ¢ BepxHemoneBoit 5MuU3eMOii M HU3KOM II€PEeHOCUMOCTbHIO
dbusmueckoit Harpy3kM peKoMeHAyeTcsl TTpoBeieHNe orepaluy Mo yMeHbllleHI0 0obeMa
nerkux [91].

VYpoBeHb YyOeauUTeIbHOCTY peKoMeHAanui A (YpoBeHb JOCTOBEPHOCTH J0Ka3aTe/IbCTB
- 2)

KommenTapum: IIpogedeHue Xxupypzauueckozo ymeHsleHuss obzema nezkux (XYOJ) vy
navuueHmos ¢ ampusemoti NoOKa3aHo npu Hekoppuzupyemoti odviike (2-4-ii cmeneHu no wKaie
mMRC), O®B1 < 40% om 0ox#cH020 nocse npobwt ¢ 6porxonumuxom, OO > 200% om Jo/1xHO20,
OEJI > 120% om 0donxcHo20, cHuxceHuu DLco < 50% om 0onxcHOlI, 2emepozeHHOCMU IMpu3empl €



Haiuuuem u3MeHeHHbIX U 300p08blx 30H 8 Jiezkux. [Ipomusonokasarusmu k npogederuto XYOJT y
nayueHmos ¢ amgusemoti nezKkux A87810Mcs 803pacm cmapuie 75 jsem, KypeHue 8 meueHue
nocnedHux 6 mecaues, ezouHas zunepmensus, PaCO, 8 nokoe 6onee 55 mm pm. cm., DLco < 10%
u > 50% om donxcHoli, msesnvle KOHKYpupyouiue 3abonesanus [92,93].

B Hacmosauee sepems ons YMEHbUEHUA 00Bema JiezKux B03MOMCHO UCNO0JIb308aHUe U MeHee
UHBA3UBHbBIX MeM0008 C NOMOUWb0 OKKJIIO3UU CE2ZMEHMAPHbIX 6p0HX06.

[TpoBenmenne XYOJI y nanyeHTOB ¢ sMbu3emoit Ha ¢oHe meduita A1AT He peKOMeHIyeTCs
[94-96].

VpOBEHb YGEI[MTGJII)HOCTM peKOMEH,Z[aHMﬁ C (YpOBeHI) JOCTOBEPHOCTHU NOKa3aTe/IbCTB
3).

KommeHnTapumn. Y nayuenmos ¢ Jdepuyumom AIAT sm¢uzema uacmo J10Kanu3o8aHa
npeumMyuieCmeeHHo 8 6a3anbHbIX 0moenax Jieekux uiu HOCUMm 2eHepanu3o8aHHblli xapakmep,
umo OJenaem evinoaHeHue XYOJI mexHuuecku Ooniee CHI0X¥HbIM U 6edem K Y8eauueHUro
CMepmHoOCmu.

e [Ipu Tskenom TeueHuM 3aboseBaHMSI (BbIpakeHHasl smMdu3eMa UM OAbIlIKa B TOKOe U
MMHMMAaJIbHOM (U3MUECKOV Harpyske, COXPaHSIOLWIASICS HECMOTPS Ha ONTUMAJIbHYIO
MeOMKaMEeHTO3HYI0 ¥ DeabWIMTALMOHHYIO Tepanuio) peKOMeHIYeTCs pacCMOTPEeTh
BOIIPOC O TPaHCIUIAHTALVM JIeTKUX [97-99].

VpoBeHb yoeauTeabHOCTU peKkoMeHaanui C (ypoBeHb JOCTOBEPHOCTHU JOKA3aTEIbCTB
4).

KommeHTapun. Booxusaemocms y nayuenmos ¢ XOBJI, accoyuuposaHHoii ¢ deduyumom
AIAT, nocne mpaHcniaHMayuu Je2KUX He OMJIUUALACh OMm  BbIHUBAEMOCMU NOCJE
mpancnaaumayuu nayueHmos ¢ XOBJI 6e3 de¢puyuma A1AT.



4. MegunMHCKasi peadowanTanys, MeUIIMMHCKHUE
IIOKa3aHMs U IPOTUBOIOKA3aHMA K
IIPMMEHEeHUI0O MEeTOL0B peaouInuTauumn

e Kypchel jierouHoii peabuinTanyy peKOMEHIYIOTCSI TMaiyeHTaM ¢ 3Mdu3emMoii JIeTKux u
TOCTOSIHHOV OABIIIKOM, HEeCMOTpSl Ha IMPOBOAMMYIO Tepamnuio, a Takke QuU3ndecku
HEeaKTUBHBIM OOJbHBIM C YAaCThIMM O0OCTPEHUSIMU WJIM HellepeHOCUMOCTbIO (Pr31UeCcKoii
Harpy3ku [100,101].

VpOBEHb YGEJIMTEJII)HOCTM DEKOMEH,Z[aHI/Iﬂ C (YpOBeHI) JOCTOBEPHOCTHU NJOKa3aTe/IbCTB
- 5)

e Peabwiurtaiuus SBJSIeTCSI MHOTOKOMIIOHEHTHOJ Mepoii. PekomeHayeTcsl BK/IOYaTb B
IporpamMmy JIETOUHOM peadbuauTaluy TICUXOJIOTUUECKYI0 TIOAJIEPKKY U 6OpbOy C
nemnpeccueit, oOyueHue, HYTPUTUBHYIO TOONEPXKKY M (Pu3nueckyio TpeHMpoBKy [102].
IIUTeNIbHOCTh TAaKOI MPOrpaMMbl He YCTAHOBJIEHA, OOHAKO CUMTAETCS, YTO OHA MOXKET
npopomkarbes ot 4 1o 10 Henmens [103].

dusmnyeckue TPeHNPOBKU

e [Ipu npoBeleHUM JIETOUHOI peabuiauTaLMK Y MalueHToB ¢ sMdbu3semoit jerkux u XOBJI
peKOMeHAyeTCsI BK/IIoUaTh B mporpaMmy dusudeckue TpeHupoBKu [104].

VpOBEHb YGEJIMTGJII)HOCTM peKOMEH,Z[aHMﬁ B (YI)OBEHI) JOCTOBEPHOCTHU JOKa3aTe/IbCTB
- 2)

KommenTapum: Pazpabomka mpeHUpo8oUHbIX Npozpamm mpebyem uHousudyaibHozo nooxoda
U 3asucum om UCX00HO20 COCMOSIHUSL hayueHma, cmeneHu msxecmu 3a00ae8avus U
conymcmeyrwujux 3abonesanuti, a makie momusayuu. Ilpu Haauvuu coomeemcmeayrujux
NoKa3aHuli 80 epemsi MpeHUposKu caedyem UCNONb308aMyb pas3iuuHble 8Udbl PecnupamopHol
nodoepiKu.

B kauecmee ¢usuueckoti mpeHuposKu MOXCHO UCNOJIb308AMb 3aHAMUS Ha 0e2080Li dopoxKe Ulu
genoapzomempe om 10 0o 45 muHym Ha 00HO 3aHsmue ¢ UHMEHCUBHOCMbI om 50% nukosozo
nompeobneHuss Kuciopoda 00 MAKCUMANbHO20 ypoeHs nepeHocumocmu  [105]. B
obwemepanesmuueckoli npakmuke npu  OmMCymcmeuu  pecypco8  Ons  NOJHOYEHHOU
peabunumayuu ciedyem pekomeHdo8ameo exceOHe8Hvle npo2yaKu (Hanpumep: 30 munym, 4 km —
8 3a8UCUMOCMU 0M (pu3uueckoz0 cmamyca), a makxie MmpeHuposKu ¢ NOMOUbI0 CKAHOUHABCKOU
X00b0bl. B pside npozpamm umerwmcs mpeHupos8Ku 8epxHell 2pynnvl Mbllll, YMo yayduiaem ux
@yHkyutro u cuny [106].

e PekoMeHIyeTCS BK/IIOUAaThb B IIPOTpaMMy peadouIuUTaLMM TPEeHUPOBKY MbIXaTeabHOI
MYCKY/JIaTypbl C MOMOIIbIO Pa3JMYHBIX BUAOB YCTPONMCTB (IbIXaTe/JbHbIX TPEHa’KepPOB)
[107].



VpOBEHb YGe,I[MTeJIbHOCTM peKomeH,uaum‘/i C (yp03eHb JOCTOBEPHOCTHU NOKa3aTe/IbCTB
- 3)

KommeHTapum: TpeHuposka pecnupamopHbvix Mbllil Moxcem 0asams NOJOMUMENbHbIT
a¢hpexm, ocobeHHO 8 couemaHuul ¢ 00WUMU MPEHUPOBKAMU.

e V Bcex mauyueHToB ¢ aMdusemoii jerkux 1 XOBJI B mporpaMmy JIerOUHOM peadbuamuTauum
pekoMeHayeTcsl BK/IouaTh ooyueHue [108-110].

VYpoBeHb yoeauTeabHOCTH pekoMeHaanmnii C (YpoBeHb JOCTOBEPHOCTH J0Ka3aTe/IbCTB
- 3)

KommenTapum: OO6yueHue nayueHmos A87asemcs 3QGekmusHsiM cpedcmeom 00CMUNCEHUS
KOHKpPeMmHbIX uesieli, 8Kaouds npekpauleHue KypeHus, NOHUMAaHue psda 80npocos, Cés3aHHbIX C
MePMUHANBHBIMU COOBIMUAMU U YAYUUEHUSA UCX0008 000cmpeHUli. s NOXCUNbIX NAYUEHIMO08
MO2Ym 0KaA3ambCsl NOJIe3HbIMU MHO20NPODUIbHBIE 00pA308aMeNbHbIE NPOZPAMMBb.



5. IIpodminakTka M gUcCIIaHCepHoOe
HaO/oZieHe, MeIUIIMHCKME IIOKA3aHua U
IIPOTUBOIIOKAa3aHMS K IPMMEHEeHUIO MEeTOI0B
NMpOoPMIAKTUKU

e Bcem manmeHTam ¢ 3sMdusemoit Jjgerkux u gedbunutom AlAT pekoMeHAyeTCS
MCIIO/Ib30BaTh BCEe Mephl [IJIs1 OTKa3a OT KypeHusd [83,108,111].

VpoBeHb yOeaAUTETbHOCTY pPeKOMeHAanui B (ypoBeHb JOCTOBEPHOCTHU JOKA3aTE/IbCTB
2).

KommenTapumn. Omka3 om KypeHusi — OCHOBHAsL Mmepa npoguiakmuku passumus u
3ameoneHus npozpeccuposadust 3abonesarusi aezkux npu deguuume AIAT. Iloka3aHo, umo
ckopocms cHuMceHus O®PB; u cMepmHOCMb CHUMCAEMCS Yy NAUUeHmos, YCnewiHo Opocusuiux
Kypums [108].

e Jlanimentam c¢ XOBJI, a Takke mamueHTam c¢ nedunurom AlAT pekoMeHayeTcs
IIpoBeJleHMe BaKLMHALMM IIPOTUB TPUINA U THEBMOKOKKOBONM WMHGpEKIUM, a IIpu
HaJIMYUU TIOpAKeHUS TIeYeHN — BaKUMHAUMY IIPOTuB rematuta B [9, 112,113].

VYpoBeHb yoeauTeabHOCTH pekoMeHaanmuii C (YpoBeHb JOCTOBEPHOCTH J0Ka3aTe/IbCTB

5).

e V nauyueHTOB C 9M(13eMOii JIeTKUX PeKOMeHIYeTCsl CBeJleH/e K MMHUMYMY BO3[ieliCcTBIe
dbakTopoB, pasapaskarolivMx IbixaTelbHble IYyTHU, TaKMX KaK TabauHbIi AbIM (ITaCCUBHOE
KypeHue), IbUIb U ucrnapenus [9,82].

VYpoBeHb yoeauTeabHOCTU pekoMeHaanui C (YpoBeHb JOCTOBEPHOCTH J0Ka3aTe/IbCTB

5).

KommeHnTapumn. I[Ipu uacmom npogeccuoHaibHoM KOHMAakme ¢ makumu (akmopamu mMoxem
nompe608amsCsi CMeHa mecma pabombui.



6. Opranmsanus oKkasaHuss MeaUIIMHCKOM
IIOMOIII A

[TokazaHus o151 TOCIIUTAIU3AlUN B MEeOIUIMHCKYIO OpraHm3annio:

~N ON Uk DN

. 3HAUNUTEJIbHOE HapaCTaHue TIKEeCT CUMMIITOMOB (BH@BaHHO ITOAABUBIIAsICA TsXKeJlast

OZbIIIIKA)

. TIOSIBJIEHJEe HOBBIX CMMIITOMOB (LIMaHO03, mepudepudecke oTeKu, 60/Ib B TPYIHOI KIEeTKe)
. pas3BuTHe TspKeynoro oboctpennst XOBJI

. pa3BUTHeE THEBMOTOpPAKCa

. Hea(PHeKTMBHOCTH HAUAIbHO Tepamnuu 000CTpeHMs

. BO3HMKHOBEHME OCTPbIX WJIM 000CTpeHMEe XPOHMUECKMX COMTYTCTBYIONINX 3a00/1eBaHMIA

. CTapuyecKuit BO3pacr.

JleueHne B MeIUIIMHCKO OpraHu3ain:

N

. OCMOTp Bpauda-IIyJIbMOHOJIOTa MJIM Bpada-TepalieBTa He ITI0O3JHee 20 MMHYT
. IIYIbCOKCMMETPHM He ITO3JHEee 20 MMHYT OT MOMEHTa ITIOCTYIVIEHNMS B CTallMOHAp

3. KOHCY/IbTAllMsI Bpaua-aHeCcTe3Mojora-peaHuMaTosiora He mo3gHee 30 MUHYT OT MOMEHTA

O O 00 1 O U1 W

MTOCTYIUIEHMSI B CTALIMOHAp (MIpU caTypaiuy MmeHee 75%)

. 001 M1 (KIVMHUYECKNIT) aHaIu3 KPOBYM pa3BepHYThIN

. uccnegoBaHye ypoBHST C-peaKTUBHOTO O0e/IKa B KPOBU

. TIpULie/ibHasl peHTreHorpa@usi OpraHoOB I'PYAHOM KJIETKU B ITPSIMO¥ ITPOeKLIN

. 3JIeKTpoKapauorpaduyeckoe uccaegoBaHme

. crimporpadus ¢ OpoHXOAMIaTAIIMOHHOM ITPo00it

. OLI€HKAa BbIPA)KeHHOCTY OABIIIKY 110 1mKajie mMRC

. Teparusl JeKapCTBeHHbIMM IIpeliapaTaMy [Jisl JieueHUsT OOCTPYKTUMBHBIX 3a0ojeBaHMUit

IbIXaTeJIbHBIX ITyTeM C KOPOTKMM CPOKOM JIeiicTBUS B hopMe IJIsT MHTAJISIIINIA

. Teparmnia aHTI/I6aKTepI/IaJIbHI)IMI/I JIEKapCTBEHHbIMMU IIpeIlapaTaMi (HpI/I I[10ABJIEHUN

THOJHOJ MOKPOTBI 1/Uju pyu ypoBHe C-peakTuBHOrO 6eyka 6oee 10 mr/m)

. MIHTAJISINMOHHOE BBeZeHMe Kucaopozaa (rpu catypauum meHee 90%).

ITokasaHM K BbIIMCKE MMallieHTa U3 MG,EU/ILU/IHCKOIZ OpraHM3alnn:

. TIallMeHT CIIOCO0eH MPUHMUMATD AJIUTEeTbHOIECTBYIONe OPOHXOMUTUKY (B2-arOHMUCTHI 1/

WV QaHTUXOJIMHEePIUUYecKMe IperapaTsl) B KOMOMHaALMK ¢ HraasuymonHbiMmy I'KC mim 6e3
HUX

. IIpyeM KOpOTKO,ILef/JICTBYIOH_U/IX MHTaJIS IOV OHHBIX BZ-aI‘OHI/ICTOB Tp€6Y€TCH He 4Yalle 4yeM

Kaxkabie 4 yaca

.TallMeHT CrnocobeH (ecyiu paHee OH HaxXoOWICS Ha aMOyJlaTOPHOM BeAeHUN)

CaMOCTOATE/IbHO ITepeaBUTraTbCA 11O KOMHATE

. TIallMeHT croco0eH IMPUHMMATh MUILY M MOXKET CIaTh 6e3 YacThIX MPOOYKIeHMit 13-3a

OZIBILLIKU

. KIMHMYeCKas CTabMIbHOCTb COCTOSIHMS B TeueHue 12-24 4acoB
. CTaOMIbHbIE 3HAUEHMSI Ta30B apTepuaJbHOM KpOBU B TeueHue 12-24 yacos



7. MAUMEHT VI JIUIIO, OKa3bIBAIOIIee MTOMOIIb Ha TOMY, ITOJTHOCThIO TTIOHMMAET ITPaBUIbHYIO
cxeMy IpyeMa mpernapaTos

8. pelieHbl BOIPOCHI JATbHENIIEro HAOMIOAeHNST 3a TAlMEeHTOM (HalpuMep, IOCEeIIeHNs
nanyeHTa MeJUIIMHCKOM CeCTpoil, CHabkeHMe KUCIOPOIOM U ITPOIOBOJIbCTBYEM)

9. MmaIMeHT, CeEMbsI U Jieuall[1ii Bpau yBepeHbl, UTO TMalMeHT MOXKeT YCIIeITHO yIIPaB/sSThCS B
OBITY.



7. lomomHuTenbHass MHpopmauusa (B TOM 4ucie
aKTOPbI, BJAUSIONIME HA MCXO0J, 3a00/IeBaHUSI
VIV COCTOSIHMS)

lMeloTcs1 maHHbIE O BO3MOKHBIX IpobseMax BO BpeMsi OepeMeHHOCTM Y HEeKOTOPbIX
skeHIIMH ¢ geduuutom AlAT ¢ denHorunom PI*ZZ. OnmcaHo yBeJIMUeHME YaCTOThI
BBIKMIBILIE ¥ MEepPTBOPOXIEHUI, a TakkKe pa3BUTHE ITHEBMOTOpakca BO BpeMs
6epeMeHHOCTM Y JKeHIIMH C MCXOAHBIM Hanmumem Oyin [114-116]. Tem He MeHee Yy
MaIMEeHTOK C TsKenoi sMbu3emMoii Hab/MIoaaIiCh YCIIEITHO 3aBepIIMBIIMECsS JOHOIIEHHbIe
6epemeHHoCTM [116].

[lepenq BO3OYIIHBIMM IepejieTaMy MALMEeHThl ¢ 9MGU3eMOi HO/KHBI  ITPOXOOUTH
crienMasibHOe  obciemoBaHMe. Heobxomymo IpMHMMATL Mepbl, YTOObI M30eKaThb
TUTIOKCEMMUMN.

B xome aHecTesuu IpM omepamnusix B BepxHeM OTaeje OpIOIIHOWM IMOJOCTH, a TaKkKe B
BOCCTAHOBUTEILHOM IIePUOMEe HEIOCPeACTBEHHO IOC/Ie OIlepalyy BaskKHYIO POJb UTpaeT
MCKYCCTBEHHAsT BEHTW/ISIIMSI JIETKMX C YIOJMHEHHBIM BBIZOXOM. B mocieomnepaliiOHHOM
repuojie Takske BaXKHO 00eCIeunThb JPeHPOBaHMe MOKPOTHI.

e Vposioruyeckyue, TMHEKOJIOrMYeCcKe U KOJIOpeKTallbHble BMellaTe/lbCTBA Y IMalMeHTOB C
neduinurom A1AT pekoMeHAyeTCS, II0 BO3MOKHOCTU, IPOBOAUTD B YCIOBUSIX MECTHOI
WIM TiepuaypanbHoi aHecte3un [117-118].

VYpoBeHb yoeauTeabHOCTH pekoMmeHaanmui C (YpoBeHb JOCTOBEPHOCTH JOKa3aTe/IbCTB
4).



Kpurtepuu oreHKM KayecTBa MeaUIIMMHCKOM
IIOMOII

Ne Kputepui YpoBeHb YpoBeHb
AOCTOBEPHOCTH y6eantenbHoOCTH
AoKa3aTenbCcTB pekoMeHaaLuumn

AunarHoctuka aMmcbunsembl JIerknx

1 BbinonHeH obwmin dusmkanbHbIN 0CMOTP

2 BbinonHeHa oLeHKa MHAeKCa Kypsllero yenoBeka (nayek-ner) 1 A
3 BbInosiHeHa NybCOKCMMETPUSA 3 A
4 BbinosiHeHa npuuenbHas peHTreHorpadus opraHoB rpyAHOW 3 A

KJIETKWN B MPSIMOM NMpoeKumnn

5 BbinosiHeHa KTBP opraHoB rpyAaHOM KneTku 4 C
6 BbinosiHeHa cnnpoMeTpusa ¢ 6poHXxoannaTauMoHHbIM TECTOM 4 C
7 Y naumMeHTOB C K/AMHUYECKMMWU npu3Hakamm peduumta A1AT 3 A

BbIMNOJSIHEHO UCCef0oBaHMe KpoBu Ha A1AT

8 Y NauneHToB C KJIMHMYECKUMUK nNpu3HakamMmn gedpuumta A1AT n/mnmn 3 A
CHWXEHHOW  KoHueHTpauuwerr A1AT BbINOMHEHO OMNpeasieHne
deHoTMNa n reHoTuna geduuymta A1AT

9 MauveHtam ¢ gedpuumtom A1AT BbinosnHeHo Y3W  opraHos 5 C
6pIOLIHOM NONOCTH

JleueHune 3M¢M3€Mbl Nerkux

1 PekomeHa0BaH 0TKas OT KypeHUs 4 C

2 Mpn  Hanuuum XOBJ1 HasHadeH npenapat And  JevyeHus 3 A
06CTpPYKTMBHbIX 3aboneBaHuin AbixaTenbHblX nyTen B dopme aAns
WHransumMm ¢ KOPOTKMM CPOKOM AENCTBUSA ANA MUCMONb30BaHUS Mno
notpebHoCcTn

3 Mpu Hannumm XOBJ1 Ha3HayeH npenapat Ana  JleYyeHus 1 A
06CTPYKTMBHbIX 3aboneBaHUi AbixaTeNbHbIX NyTen B dopme Ans
WHransumMm c anurtenbHbiM cpokoM pencteusa (OOBA, OOAX wvnan
koMbuHaunn OJOAX/O0BA)

4 HekypswuM naumeHtam ctapwe 18 netr ¢ ¢ geduumtom A1AT 4 C
deHotnnos Pi*ZZ, Pi*ZNull, Pi*NullNull nn6éo c peakummn
AedDUUNTHBIMXM  BapMaHTaMM  Npuv  HaAWYMUM  pecrnunpaTopHbIX
cumnTomoB, ypoBHe A1AT <11 mkmonb/n, O®B; B npeaenax 30-
65% Ha3HayeHa 3aMecTuTeNbHas Tepanus

5 Mpn Sa02 £ 88% HasHayeHa AnuTenbHas KucnopoaoTepanus 5 Cc




| (BKT)
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IIpunoxxenme Al. CocTaB padoueri rpynibl o
pa3pabOTKe U MepecMOTPY KIMHUYECKUX
peKOMeHJall i

Benesckuit AHaper CTaHMCcnaBoBuY

3aBeaywowmin  kadeagpon nynbMmoHonorum ®reQyY BO  «Poccuinckuii
HauMOHaNbHbIA UCCNefoBaTebCKUI MEAULMHCKNI yHuBepcuTteT um. H.WU.
Muporosa» M3 P®, npe3snpgeHT Poccuickoro pecnmpaTopHoOro obuiecTtsa,
npodeccop, A.M.H.

Fembuukas TaTbssHa EBreHbeBHa

PykoBoauTens oTtaena TepaneBTMYeCcKOW nynbMoHonorum, HUAWUM Orboy
BO «[lepBbii CaHkT-MNeTepbyprcknin - rocyaapCTBEHHbIN  MEANLMHCKUI
yHuBepcuTeT uM. akaa. W.M. Nasnosa» M3 PO, npodeccop, A.M.H.

Oemko MpuHa BnagmmupoBHa

3aBeaytowas kadeapon BHyTpeHHUX 6onesHenn N2 2 ¢ kypcom MO Orboy
BO "KpacHOSIpCKMI roCyAapCTBEHHbI MeAVULVMHCKUA YHUBEPCUTET WM.
npod. B.®. BonHo-AceHeukoro" M3 P®, rnaBHbI BHELWTaTHbIA cneymanmcT
NMybMOHOMION, [IaBHbIM  BHeELWTATHbIM  cheunanuct  annepronor M3
KpacHosipckoro kpasi, npodeccop, 4.M.H.

3axapoBa EkaTepuHa lOpbeBHa

3aBeaytowas nabopatopuen HacneacTBeHHbix 6onesHer obMeHa BeLLlecTB
OrBHY «Meanko-reHeTMYeCcKMn HayuHbli LEeHTP», K.M.H.

MnbkoBnYy Muxamn Muxannosuy

Oupektop HUW wmHTepcTuMumanbHbiX U opdaHHbix 3aboneBaHuii nerkux,
3aB. Kkadegport nynbMoHonorum OMNO Orb0Y BO «[llepsbit CaHKT-
MeTepbyprckuii rocyAapCTBEHHbIN MeAUUMHCKUI YHUBEPCUTET UM. akaj.
.M. NaBnosa» M3 P®, npodeccop, 4.M.H.

Kapuesckasa Hatanbs AHaTonbeBHa

HayuHbllh coTpyaHuk ®IrbY «HUW nynbmoHonormm» ®MBA Poccum, K.M.H.

NeweHko Nropb BukTopoBuy

Mpodeccop kadeapbl dTU3MATPUKM K nyabmoHonormn Oreoy BO
«YpanbCKUA rOCyAapCTBEHHbIN  MEeAUUMHCKUA  yHUBepcuTeT» M3 PO,
rnaBHbIM  BHEWTATHbIN  cneumnanucT-nynbmoHosor M3  CBepasioBCKOM
obnactm mn YnpaBneHusi 3apaBooxpaHeHus r. EkaTepuHbypra, Hay4HbIl
pyKkoBOAUTENb KIMHUKKM «MeanunHckoe obbeanHeHne «HoBas 6onbHULA»,
npodeccop, A.M.H., 3aCNy>XeHHbI Bpay PO

MenbHuk CBeTnaHa MiBaHOBHa

Bpauy nynbmoHonor-annepronor, [JeTcKuii MNy/JbMOHOJIOTMYECKUIA LEHTP
OreY  «CaHkT-lNeTepbyprcknii  Hay4YyHO-UCCNeAOoBaTENbCKUIA  UHCTUTYT
dbTU3nonynbMoHonorumn» M3 PO, K.M.H.

CumoHoBa Onbra UropesHa

3aBeaywolwaa OTAeNIeHMeM  MyfnbMOHOMOrMM U annepronorum  OrAY
«HaunoHanbHbIM  MEAUUMHCKUIM  UCCNneaoBaTeNbCKUN  LEHTP 340pOBbS
neten» M3 PO, A.M.H.

TpyweHko HaTtanes BnaanmMmposHa

AccucteHT kadeapbl nynbMoHonornn MKM ®rAOY BO Mepsbit MIMY wm.
N.M. CeueHoBa (Ce4eHOBCKWMI YHWUBEPCUTET), Hay4YHbIN COTPyAHUK OIBY
«HUWN nynbmoHonornmn» ®MBA Poccum, K.M.H.

LLlynbxeHko Jlapuca BnagnmmposHa

3aseayoulas MysbMOHOIOrNMYECKUM oTAeNneHneMm Y3 «HayuHo-
nccneaoBaTesibCKU MHCTUTYT — KpaeBas knuHudeckas 6onbHuua N2 1 M.
npo¢d. C.B. Ouanosckoro» M3 KpacHogapckoro Kpas, [aBHbIi
BHEWTaTHbIA Crneunannuct TepaneBT-nyfbMoOHONOr KpacHoA4apcKoro Kpas,
A.M.H.

KoHOIUKT MHTEpecoB:

HukTo "3 4jieHOB paboueil TIpyImbl He MMeeT KOHQMIMKTA MHTEpPeCcOB, CBSI3aHHOTO C

pa3paboOTKOiI ¥ BHeApeHUeM
peKoOMeHaluIiA.

B

KIIMHNUYECKYIO IIPAKTUKY [JaHHBIX KIMHUYECKUX



IIpunoxxenne A2. MeTomosnorusi paspadoTku
KJIMHUYECKMX PeKOMEeHI AU

LeneBas ayauTopus JaHHBIX KINHUYECKUX PEKOMEH AL UIA:

1. Bpau o06111ei IpakTUKM (ceMeliHblil Bpay);
2. Bpau-myJibMOHOJIOT;

3. Bpau-TeparesT,;

4. Bpau-TepareBT IOAPOCTKOBBDIN;

5. Bpau-TepareBT y4aCTKOBbIN

MeToabl, MCIIOJIb3yeMble JJIA COOpa/Ce/IeKIM T0Ka3aTeJbCTB: IOMCK B 3J€KTPOHHbBIX
06a3ax JaHHBIX.

OmnucaHue MEeTOJ0B, UCIOIb30BaHHBIX JJISI OLIEHKM KauecTBa U CUJIbI JOKA3aTeIbCTB
IoKa3zaTe/lbHOV 0a30ii [mji peKkoMeHJaluii SBJSIOTCS MyonMKaluu, Bollefiie B
KokpaHOBCKyt0 616mnoTeKy, 6a3bl faHHbix EMBASE, MEDLINE 1 PubMed. I'ny61Ha moucka —
10 ner.

MeTOabI1, MCITI0/Ib30BaHHBIE /IJIS1 OIL€HKM Ka4yeCTBa M CUJIbI I0OKA3aTe/IbCTB:
KOHCEHCYC 3KCIIePTOB;

OLleHKa 3HaUYMMOCTU B COOTBETCTBUU C PEIMTUHIOBOM CXEeMOIA.

MeToabl, UCITO/Ib30BAaHHbIE [JISI aHaIM3a T0Ka3aTe/IbCTB:

0030pbI OIMYOIMKOBAHHBIX MeTaaHaIN30B;

cUcTeMaTudecKye 0630pbl ¢ TabaMIIaMM JOKa3aTeIbCTB.

OnmcanmMe METOIOB, MCIIOJIb30BAHHBIX I aHAAM3a OOKa3aTeJabCTB. I[Ipu orbope
ITyO/IMKALMIA, KaK MOTeHIIMAJbHBIX CTOYHMKOB JIOKA3aTe/bCTB, VICIIOJb30BaHHAS B KaXKIOM
MCCIeqOBaHMM MEeTOMOJIOTUS M3Yy4daeTcsl IJisS TOro, 4ToObl YOeOUThCS B ee BaIMIHOCTU.
PesynbTaT M3yuyeHus BAUSIET HA YPOBEHb T0KA3aTeIbCTB, IPMUCBAMBAEMbIl MyOIMKaAIUM, YTO
B CBOIO OUepellb, BAMSIET Ha CUTy peKOMeHdaIuii.

e MMHUMMM3ALMM  TIOTEeHIMAJTbHBIX OHIMOOK KaXaoe McciaefoBaHMe OlleHUBaIOCh
He3aBUCUMO. JIoOble pasanuust B OlleHKaX 00CYXIalInCh BCei TPYIIIOi aBTOPOB B ITOJTHOM
coctaBe. IIpyM HEBO3MOXHOCTM [OOCTUKEHUSI KOHCEHCyCa IIPUBJIEKAJICS He3aBUCUMBbIi
3KCIIePT.

TaoGauIIbI JOKA3aTeIbCTB: 3aII0HSIMCH aBTOPAMM KIMHUYECKMUX PEKOMEHTALIMIA.

Ta6mauma 1. IlIkana olleHKM YpOBHel HOCTOBepHOCTM moKasaTenbcTB (YI) mjsi MeTOIOB
IVArHOCTUKY (IMarHOCTUYECKX BMeIaTe/IbCTB)




yan Pacwuudposka

1 Cuctematnyeckme 0630pbl UCCNeAOBaHWM C KOHTposieM pedepeHCHbIM MeToAOM WM  cucTeMaTuyeckuii o063op
PaHAOMMU3MPOBAHHbBIX KITIMHUYECKUX UCCef0BaHN C NPUMEHEHMEM MeTa-aHanm3a

2 OTaenbHble UccneaoBaHUs C KOHTposieM pedepeHCHbIM METOAOM WA OTAeNbHble paHAOMU3UMPOBaHHbIE KIMHUYECKMe
nccneaoBaHus UM cuctemaTuveckme o063opbl MccnefoBaHU noboro AusalriHa, 3a UCK/IIYEHMEM PaHAOMU3MPOBAHHbIX
KIIMHUYECKNX UCCneaoBaHuii, C NpUMEHeHNeM MeTa-aHanmsa

3 NccnepoBaHua 6e3 nocnenoBaTeslbHOro KOHTPOAsS pedepeHCHbIM MEeTOAOM UAW UccneaoBaHus ¢ pedepeHCHbIM
METOAOM, He SIBMSAIWMMCS He3aBWCUMbIM OT WCCNeAyeMoro MeToda WM HepaHAOMU3VMPOBAHHble CpaBHUTENbHblE
nccnenoBaHns, B TOM YMC/ie KOrOpTHble UccneaoBaHuns

4 HecpaBHUTenNbHbIE NCCNEA0BaHUS, ONNCaHNE KIIMHUYECKOro cny4vas

5 NmeeTcsa nuwb 060CHOBaHME MexaHM3Ma AeNCTBUS UM MHEHWE SKCNEPTOB

Tao6muma 2. Illkaja oleHKM YpOBHEN AOCTOBEpHOCTM moKaszaTenbcTB (YII) mjis MeTomoB
npodwiakTUKKY, JedeHUss U peabunurauumu  (MpoduaakTUYeCKuUX,  JedeOHbIX,

peadouIUTALIMIOHHBIX BMEIIaTe/IbCTB)

yaa PacwudpoBka

1 CucremaTtmnyeckumin 063op PKU ¢ npuMmeHeHMeM MeTa-aHanmsa

2 OTpenbHble PKU n cuctemaTtnyeckme o630pbl MccnenoBaHui noboro aAmsariHa, 3a uckawudeHunem PKU, ¢ npumeHeHnem
MeTa-aHanm3a

3 HepaHAOMM3MpPOBaHHbIE CpaBHUTENbHbIE UCC/IEA0BaAHUS, B T.4. KOTOPTHblE UCCNeA0BaHUs

4 HecpaBHWTeNbHbIE UCCNEAOBaHWS, OMUCAHUE KIMHWMYECKOro ciy4vas WAM Cepuu ClyyaeB, WCCefoBaHWUst «ciydai-
KOHTPOb>»

5 NMeeTca nuwb 060CHOBaHWe MexaHuW3Ma [AeWCTBMS BMellaTenbCTBa (AOK/IMHUMYECKME WCCNefoBaHUs) WKW MHeHue
3KCnepToB

Tao6muma 3. llIkana oileHKM ypoBHel yoenuTenbHOCTH pekoMmeHpanuit (YYP) mjisi MeTomoB
NMpoGWIAKTUKY, OUMATHOCTUKM, JiedeHus ¥ peabunuranmum  (MPOoUIaKTUIECKUX,
OMarHOCTUYeCKUX, TeueOHbIX, peaduIUTALIMOHHbIX BMEIIaTelbCTB)

YyP PacwudpoBka

A CunbHaa pekoMeHaaums (Bce paccMmaTpmBaeMble Kputepumn ahPeKTUBHOCTU (MCXOAbI) ABNSKOTCS Ba)KHbIMU, BCE
nccneaoBaHUs MMEKT BbICOKOE WM yAOBJIETBOPUTENIbHOE MEeTOAOJIONMYeCcKOe KayecTBO, WX BbIBOAbI MO
MHTEPECYOLWNM NCXoaaM SIBASIOTCSA COrlacoBaHHbIMM)

B YcnoBHasa pekoMeHaaumsa (He BCe paccMaTpuBaeMble Kputepun addEeKTUBHOCTU (UMCXOAbl) SABASKOTCSA BaXXHbIMU,
He BCe uCCneaoBaHUS MMEKT BbICOKOE WM YyAOBETBOPUTENIbHOE METOAOSIONMYecKoe KavecTBO W/UAn unx
BbIBOAbI MO MHTEPECYIOLWNM NCXOAaM He SIBASIOTCS COrlacoBaHHbIMU)

C Cnabas pekomeHpaumsa (OTCYTCTBME AOKasaTeNbCTB HaaNexalero Kkayecrtsa (Bce paccMaTpuBaeMblie KpUtepum
3 dekTMBHOCTM (UCXOAbl) SIBASAIOTCS HEBaXXHbIMW, BCE WCCNefOBaHUS WMMEKT HU3Koe MEeToAOosIormyeckoe
KayeCcTBO U UX BbIBOAbI MO MHTEPECYHOLLMM NCXOAAM HE SABASIKOTCS COrlacoOBaHHbLIMM)

ITopsimoK OOHOBJIEHMS KIMHUYECKUX PEKOMEeHAAINIA.

MexaHu3M OOHOBJIEHUS KIIMHN4YECKUX peKOMeHILaLH/I]‘/JI npegycMaTtpmBaeT ux

CUCTEMATUUYECKYIO aKTya/JIM3allMl0 — He peXe 4YeM OOMH pa3 B TPpU Iroad, a TdKXKe IIpu

I[TI0ABJIEHVNM HOBbBIX HOdHHBIX C TIIO3UMLIUAN ,H,OKaBaTEJIbHOIL/'I MeIULIMHbI IIO BOIIpOCaM

OUArHOCTUKYU, JedeHMs, MPODWIAKTUKM M peabuauTalyy KOHKPETHBIX 3ab0jeBaHMi,

HaauuMy 000CHOBAHHbBIX AOIOJIHEHMII/3aMeuaHnii K paHee yTBepkaeHHbIM KP, HO He yaiie

1 pasa B 6 mecs1ieB.



IIpunokenue A3. CripaBoYHbI€ MaTepHaJbl,
BKJ/II0YasA COOTBETCTBYME IIOKAa3aHUM K
IIPMMEHEeHWIO ¥ IIPOTUBOIIOKAa3aHuM, CII0CO00B
IIPUMEHEHUS U 003 JIeKapCTBEeHHBbIX
IpenapaToB, MHCTPYKIIUU 110 IPUMEHEHUIO
JIEKapCTBEHHOrO Iperapara

.Ilpukasz MunnucrepcrBa 3apaBooxpaHenus P® or 15 Hosiops 2012 r. N 916H «006
yTBepxkaeHun I[lopsiika oKa3aHMsI MeOMIIMHCKOW MOMOILIM HaceleHUI0 MO0 Tpoduiio
«ITYJIbMOHOJIOTUS».

. CTaHmapT MeOMIIMHCKONM IIOMOIIM OOJbHBIM XPOHMUYECKON OOCTPYKTMBHOJ 00J1e3HbIO
JeTKUX (IpU  OKasaHUU CIeUuaJIu3UMpPOBAHHON IIOMOIIM), YTBEPXKOEH IIPUKA30M
MuHMCcTepCTBa 34paBOOXpaHeHus U couuanbHOro passutusg PO ot 11 maga 2007 r. N 327.

. CTaHmapT MeOMIIMHCKONM IIOMOIIM OOJbHBIM XPOHUYECKOH OOCTPYKTMBHON 00J1e3HbIO
nerkux (TIpM  OKazaHMM aMOYyJIaTOPHO-TIOMMKIMHUYECKO ITOMOINM), YTBEpXKIeH
MpUKa3oM MUHUCTEPCTBA 3ApaBOOXPaHeHMS U COLMaIbHOTO pasBuTusi PO ot 23 Hos0ps
2004 roma N 271.

4. CTaHmapT MNepBMUYHON MEAMKO-CAHUTAPHON IIOMOILIM IIPU OOOCTPEHUM XPOHUYECKOI

00CTPYKTUBHOM 60me3Hn JIETKUX, YTBEPXKIEeH [IPUKA30M MuHucTepcTsa
3apaBooxpaHeHust Poccuiickoit @enepariuy ot 20 mexkabpst 2012 r. N2 1214H.

5. ITpukas MunucrepcTBa 3apaBooxpaneHust PO or 10 mast 2017 r. N2 203H

«O06 yTBepskIeHNM KPUTEPHMEB OIIeHKM KauecTBa MeOUIIMHCKOI TTOMOIITNA».



ITpunoxenuue b. AjiropuTMsbl IeiCTBUI Bpauya
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ITpunokenue B. Undopmanust ajisi mamyeHTa

Hebuuut anbda-1-aHTUTPUIICMHA — 3STO HaCAeICTBeHHOe 3abo/ieBaHMe, BbI3BAaHHOE
CHIDKEHMEeM YpOBHSI (WIM OTCYTCTBMeM) Oesika, KOTOpbIVi OJOKMpyeT MOBpekaaolee
neicTBYe HEKOTOPBIX (hepPMEHTOB.

Hebuuut anbda-1-aHTUTPUIICKMHA TIPOSIBIASIETCS CHMKEHMEeM ero ypoBHsI Hmke 0,8 /1
(11 mxMosnb/n). Ero HemoCcTaTOK MOKET BbI3BaTh pa3pyllleHMe TKaHU JeTKux (ambusemy),
pasBUTME XPOHUYECKON OOCTPYKTMBHONM OO0Je3HM JIerKMX WM 3aboseBaHue ITeUueHU

(LMppo3s).

3aboneBaHMe JIeTKMX 00bIYHO HauMHaeTcsl B Bo3pacTe 20—40 JieT ¥ MpOSIBISIETCS] OMbIIIKO
nipu pU3NYeCKoil Harpy3Ke, XpuUIliaMu B TPYAU U KalllJIEM.

[Toc/ie mOCTaHOBKYM NAHHOIO AMarHo3a MepBbIM U CaMbIM BaXKHBIM IIATOM SIBJISIETCSI OTKA3 OT
KypeHus. KypeHue BbI3bIiBaeT paspylieHue anbda-1-aHTUTPUIICMHA B JIETKUX U YCUJIMBAET
TOBPEXeHMe JeroyHoil TKaHU, a 3HAUUT, YyCKOpsieT mporpeccupoBaHue 6one3uu. CiemyeT
n3beraTb peryaspHOrO KOHTaKTa C JbIMOM, Pa3JIMUYHBIMM ad3pO30JSIMM, TaK XKe Kak U
«ITaCCMBHOTO KypeHMUs». [lomMa >KejllaTebHO OTPaHMUYUTb KOHTAKT C OBITOBONM XUMMUEN,
IbUIBIO, JOMAIIHUMU KUBOTHBIMM.

JleueHre 6o0Me€3HM JIeTKUX, KaK IMpaBWI0, BKIHOUAaeT B cebsi IpemapaThbl MJIST JIeUeHUS
OOCTPYKTUBHBIX 3abo/sieBaHMiI  AbIXaTeIbHBIX IIyTeii B (Qopme a9  MHTAJSIINIA,
pacumpsione OpoOHXM M YMeEHbIIAIoUIe BOCIAJeHue B HUX, KuUCIopomoTrepanuio. [Ipu
HaJIMYMM TOKa3aHMit Ball Jieyaliuii Bpay MOXeT Ha3HAuMTh TaK Ha3bIBaeMYyIO
3aMeCTUTEIbHYIO TepPAImIo — eXkeHeleJibHOe BHYTPMBEHHOE BBeJleHMe OUMIeHHOTOo anbdal-
MPOTEeMHA3bl MHIMOUTOpPA (YEJI0BEUECKOTO), TTOTyYEHHOTO M3 TOHOPCKOJ I1J1Ia3Mbl KPOBM.

Kpome TOro, peKomeHayeTCs eKerogHasi BaKUMHaIMSI IIPOTUB TPUIIA M BaKUMHAIUS
IIPOTUB ITHEBMOKOKKOBBIX MH(EKIMI Kajkable 5-6 jeT, a Ipu Haauuuy 3a001eBaHUi
revyeHy — UMMYHM3a1MsI TIPOTUB renaturta A u B.

B cnyuae nuMxopanaky, 03HO0A, YCUIeHMST OObIIIKM, KAIIS MM M3MEeHEeHUS [[BETa MOKPOTHI
cjlefyeT HeMeIJIeHHO 060paTUThCS K Bpady.

MHbekumy ocobeHHO OMacHbI AJIs BaliuX jJerkux. ITo Bo3MOKHOCTH M3beraiTe KOHTaKTa C
OO0JbHBIMM TIPOCTYAOM, TpuImnoM. IIpy MOBBINIEHMM TEMIIEpPaTyphl Teja CBOEBPEMEHHO
HaylMHaiTe KapONOHKAIOIIYIO Teparinio.

[lpu pedunute anbda-1-aHTUTPUIICMHA TakKXkKe MCIOAb3YIOT IIPOTPaMMBbl JIETOYHOM
peabunTaIMM, KOTOpbIe BKIIOUAIOT (pU3NUecKue yIpakHeHMUs, IbIXaTeTbHYI0 TMMHACTUKY,
oOydeHMe, KOPPeKIMIO TUTAHUS U TIpOrpaMMbl OTKa3a OT KypeHMsi. He3aBUCHMMO OT TssKeCTU
3aboneBaHus, CJielyeT COBMECTHO C JieyallluM BpayoM pa3paboTaTh MOAXOASUINIA PEKUM
VIIPa>KHEHUIA.



IIpunoxenue I'1-I'N. IIIKanbI O1l€eHKH,
BOIIPOCHUKMU U Jpyrue OlleHOYHbIe
MHCTPYMEHTBI COCTOSIHMSA MallMeHTa,
IpUBEOEeHHbIEe B KIMHNUYECKUX PEKOMEeHIAIUIX

IIpunoxkenue I'l. Onenka oapinmiku 1o mkajge mMRC

HasBaHue Ha pyccKOM si3blke: MOAM@MUIIMPOBAHHBIN OINPOCHUK bBputraHckoro
MEeIUIIMHCKOT0 MUCCIeI0BaTeIbCKOTO COBETA AJIs OEHKU TSIXKECTHU OIBIIIKU

OpurnnanbHoe HaszBaHMe: mMRC (The Modified Medical Research Council Dyspnea
Scale)

HcTouHMK (ITyoamuKaius ¢ Baauaaimein):

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

Tur (MOgUepKHYTH):

e [IIKaJIa OLIeHKU
® VHJEKC

® BOIIPOCHUK

e npyroe (yTOUHUTD)

Ha3HaueHue: OlleHKa CTeleHM BBIPa)KeHHOCTU OIBIIIKM, KOTOPYIO MCIIbITbIBAET ITallMEeHT C
XOBJI (xpoHMUeckasi 0O6CTPYKTUBHAsT 00/I€3HD JIETKUX)

CopnepskaHue (11a0J10H):

CreneHb TsarxecTb OnucaHue
0 HeT Sl YyBCTBYIO OAbILKY TOSbKO MPU CUNbHON DU3MYECKONM Harpyske
1 nerkas S1 3agbixatocb, Korga 6bICTpO uay No poBHOM MECTHOCTM WMAW MOAHMMAKOChb MO

NnosoroMy Xosimy

2 cpeaHaa M3-3a o4bIWKK S XOXY MO pOBHOVI MECTHOCTU MeAJIEHHEE, YEM NH0AN TOro Xe
BO3pacTa, UM y MEHA OCTaHaB/IMBAETCA AblXaHUWE, Korga 4 mnay no poBHOU
MECTHOCTU B NMPUBbLIYHOM A/14 MEHA TeMMne

3 Taxenas A 3aabixaloCb Mnocne Toro, Kak nponay npumepHo 100 ™M, wnam nocne
HECKO/IbKMX MUHYT X0Ab6bl MO POBHOW MECTHOCTU

4 O4Y€eHb Y MeHS CAWWKOM CcuibHas oAblwka, 4Tobbl BbIXOAUTb U3 AOMYy, Unn 4
TAXenaa 3ablXatloCb, KOrga oaeBsakoCb UM pa3aeBakoCb

Kiiou (MHTepripeTalysi): MalMeHTy IMpejarailoT BbIOpaTh OMHO M3 MSITU YTBEPKIEeHMUIA,
KOTOpoe Haubojee O/M3KO OMMCHIBAET €ro CTeIeHb TSKeCTU OAbIIIKM: OT O («sI UYBCTBYIO



OIIBIIIKY TOJIBKO TPU CHMJIbHOM (DU3MUECKOi Harpyske») mo 4 («y MeHs CJIMIIKOM CUJIbHas
OJIbIIIIKA, YTOOBI BHIXOAUTH U3 IOMY, UJIN S 3a1bIXal0Ch, KOTIA O/I€Bal0Ch UM Pa3ieBaloCch»).

[TosicHenus: mkajta mMRC nmo3BossieT 6osiee TOYHO OLIEHUTD cocTosTHMe nanyeHTa ¢ XOBJI.



