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TepMHHbl H ONPEACJICHHHA

Aub(pa-1-aHTHTPHIICHH — UHTHOUTOD MpOTea3 ceMeicTBa CEpNMHOB, IPEUMYIIECTBEH-
HOM MHIIEHBIO KOTOPOTO SBJISEeTCS HEUTpodUIbHas 31acTasa.

Hepunur aanda-1-anrurpuncuna (A1AT) — reHeTraecku 1eTepMUHUpPOBaHHOE 3a00-
JIEBaHUE, BbI3BAHHOE HEJOCTAaTOYHOCTBIO A1AT B CHIBOPOTKE KPOBH M MPOSABIISIIOLIECECS B BUIE
XpOHUYECKOH 0OCTPYKTHBHOU GOJIE3HH JIETKUX, SM(PU3EMBI JIETKUX, TOPAXEHUs NIEYEHU U COCY-
JIOB.

HeiiTtpopuabHas 31acraza — pepMEHT IMHUPOKOro CIEKTpa ACHCTBHUSA, KOTOPBIH pas3py-
IIaeT 3AJIaCTUH, KOJIIareH, MpOTEOTJIMKaHbl U JIPYTMe KOMIIOHEHTBI 3KCTPALEJUIIONIIPHOTO MaT-
pHKCca.

XpoHnveckast 00cTpYKTHBHAas 00/1€3Hb JIETKAX — FE€TEPOIE€HHOE COCTOSIHUE JIETKHX, Xa-
paKTepHU3yOIIeecss XPOHUUECKUMH peCIUPAaTOPHBIMH CUMIITOMaMHU (OJBIIIKA, Kalleldb, OT-XOXK-
JI€HHE MOKPOTHI) U OOOCTPEHUSAMH H3-3a MOPAXKEHUS ABIXATENbHBIX IMyTeill (OpOHXHUT, OpoHXHO-
JIMT) W/WIH albBeod (3M¢u3eMa), KOTOphle BHI3BIBAIOT NEPCUCTUPYIOLIEE, YACTO IPOrPECCHPYIO-
1ee orpaHNYeHUe BO3yIIHOIO MOTOKa [2]

ByJ1a — Bo3ayIHas MOJOCTH ¢ YETKAMH POBHBIMH TOHKMMHE CTEHKaMH JUaMeTpoM boJiee
1 eMm.

Jlerounas runepuHQIAILIHA — NATOJOITMYECKOE YBETHYeHHE 00beMa BO3yX, OCTarOLIE-
rocs B JIErKHX MOCJIE CHOKOHHOTO BBIIOXA.

Octaro4Hbii 00beM JIerKHX — 00BEM BO3/yXa, KOTOPBIA OCTAeTCs B JIETKHX 110 OKOHYA-
HUU NOJHOTrO BBIAOXA

(I)yHKHHOHaJILHaﬂ OCTATOYHAS €MKOCTh — 00BEM BO34yXa B JICTKHX W ABIXATCIbHBIX

NYyTAX IIOCIIE CIIOKOMHOTO BBIAOXA.




1. KpaTkas nadopmanus no 3a601eBaHNI0 HJIH COCTOSIHUIO (rpynme 3a00J1e-
BaHHUI MJIM COCTOSIHMH)

1.1 Onpeaenenne 3a00J1€BAHAS WIH COCTOSIHUA (TPYINLI 32001eBAHMIT HIIN COCTOSI-

HHH

OMdu3zeMa JIerKix — CHHAPOMHOE IOHATHE, XapaKTepu3yolieecs HeoOpaTUMbIM yBEJIH-
YeHHEeM BO3IYIIHOTO MPOCTPAHCTBA TUCTANIbHEE TEPMUHABHBIX OPOHXHOII, aCCOLIMUPOBAHHOE C

JECTPYKIMEH CTCHOK aJIbBEOJI, HeCBsi3aHHOE ¢ GuOpo3oM. [1]

1.2. DTHOJIOTHA M NIATOreHe3 3a001€BAHUS HJIN COCTOSTHUSA (TPYNNbI 3200 J1eBaHMil HIH
COCTOSIHMH)

B ¢opmupoBaniu 3M¢pH3eMbl YHaCTBYIOT pa3IMyHbIE KIETOYHbIE U MOJIEKYISIpHBIE MeXa-

HU3MBI, KJTFOUEBYIO POJIb CPEH KOTOPHIX UTPaeT MpoTea3HO-aHTUIIPOTEa3HbIH JucbanaHc, BI3bI-
BAaIOIIU# JECTPYKIHIO 3IACTHYECKOTO JIETOYHOTO Kapkaca [8].

VYBenuueHne mpoTeOIMTHYCCKON aKTHBHOCTH B JIETKUX IIPOUCXOUT B pe3yJIbTaTe XPOHU-
YeCKOI'0 BOCHAJICHHUSI U MUTPAIlMi MakpodaroB 1 HEUTPOGHUIOB ¢ BEIOPOCOM IPOTEOTIUTHYECKHUX
(EPMEHTOB — CEPUHOBBIX M IIUCTEHHHOBBIX MPOTEa3, a TAKXKe MAaTPUKCHBIX METAIUIONPOTEHHA3.
HauGoee u3yueHa poJib CEpUHOBBIX TIPOTEHHA3, IPEXKIE BCETO HEUTPOQHUIBHO 31acTasbl - dep-
MEHTA LIMPOKOTO CIEKTPa AeHCTBUA, KOTOPBIH pa3pyIlaeT 3J1acTuH, KoJUlareH, UOpOHEKTHH, Ja-
MHHHH, IPOTEOTIHKAHBI U JPyTrHe KOMIIOHEHTHI SKCTpale/UTIoNIIpHOro Matpukca [9]. Beiaenenue
HeUTpOoUIBHOM 371acTa3bl U3 HEUTPOIIOB B IKCTPALEILTIONSIPHOE MPOCTPAHCTBO MPOUCXOAUT
1O/ BIMSHHEM Pa3InYHbIX CyOCTaHIMA — MpoBocHaMuTeNbHBIX uTOKUHOB (UJI-8, ®HOW), -
MOTIOJIUCAXapUJIOB, (parMeHTOB OakTepraabHON CTEHKH [1].

HenocTatok MHTHOUTOPOB MPOTEa3 BO3HUKAET JIMOO BCJIEACTBUE T€HETHUECKH AETEPMHU-
HUPOBAHHOTO JeheKTa CHHTe3a WIN CeKpenyy (BPOXKICHHBIN 1edUIUT anbda-1-aHTUTPUIICHHA),
1160 U3-3a Ype3MepHOU Ie3aKTUBALUY NPOAYKTAMH OKCHIATHBHOIO CTpecca.

[Tpu XOBJI qucbananc B CUCTEME «IIPOTEa3bl-aHTUIIPOTEA3BI» PACLIEHHBAIOT B TOM YHUCIIE
KaK CJIECTBHE BOCMATIEHHUS, HHAYITAPOBAHHOTO HHIAJISLIMOHHBIM BO3/ICHCTBHEM IOBPEKAAIOIINX
BEIIECCTB (CHrapeTHOTO bIMA).

Anbda-1-aHTUTPUIICHH — HHTHOUTOP MpoTeas ceMelicTBa CepnuHOB (serin protease inhib-
itor — serpin), MperMMyIIIECTBEHHOM MHUILEHBIO KOTOPOTO SBIIsIeTCA HeHTpodHibHas 3nacTasa [7,8].
Ten, oTBevaromuii 3a npoaykimo A1AT, Hocur nBa HasBanus — SERPINA1 (anri. serpin pepti-
dase inhibitor, clade A), wau Pi (proteinase inhibitor) u pacnonoxeH Ha 14- Xpomocome
(14932.1) [10-12].

Bece amrenn KiacCHQUIMPYIOTCS B 3aBUCHUMOCTH OT IINIa3MEHHOHW KOHLEHTpalUH H

cBoiicTB A1AT Ha cneaytomue Tunsi [9]:



e HOpMaJbHBIE AJIJICJIH, OTBETCTBEHHBbIE 3a BEIpaOOTKY A1AT ¢ HOpMaJIBHBIMH CBONCTBAMH H B
JIOCTaTOYHOM KOJIMYECTBE;

e JeUIUTHBIE AJUIETH, IPU KOTOPBIX BhIpabaThIBaeTca HepocTaTouHoe KoudecTBo A1AT;

® HyJEBbIC aJUIeIH, IpH KOTOpEIX A1AT B KpOBH NTOJTHOCTBIO OTCYTCTBYET;

e aJIe) M ¢ HapyLIeHHeM QYHKIUH, MPH KOTOphIX KonuuecTBO A1AT He oTnH4YaeTcs OT HOPMBL,
HO OH HE MOXET BHINIOJIHATH CBOH (DYHKIHH.

Jinst nudpdepeHIUPOBKH Pa3IMYHBIX MeHETUUECKUX BapuaHTOB Moiiekynl A1AT ucnosns-
3YIOT UX MOJBWKHOCTB TIpH 3nekTpodopese, 0603Hadas OykBamu oT «A» 10 «Z». AJienn Haclie-
JYIOTCS 110 KOJOMUHAHTHOMY Ty, ciendudeckuii penorun A1AT onpenensercs AByMs auie-
asmu. HauGosee pacmpocTpaHeHHBIM HOpMaTbHBIM (peHOTHIIOM siBiseTcsa Pi*MM (cpenHss mo-
JIBUXKHOCTB), OIlpeessieMbli y 95% mnuil eBporieouIHOM pack [9].

Hedurur A1AT 00bIuHO BO3HMKAET B pe3yJIbTaTe HACICAOBAHHS JBYX NEGHUIHMTHBIX all-
nene. ['eTepo3uroTHoe HOCUTENBCTBO NEQUIIUTHOTO AJIENSE CKOpEE MOXKHO paccMaTpHBaTh Kak
IpeIPacoIOKEHHOCTh K pa3BUTHIO marosioruu [13, 14].

K OCHOBHBIM JIe(DUITUTHBIM aJUIeJIAM OTHOCSTCS BapHaHThI S u Z, npu KoTopeix A1AT mno-
JTUMEPHU3YETCS, 3aJICPKUBAECTCS B MEYECHU U NOCTYNAET B KPOBb B KOJIMYECTBE, COOTBETCTBEHHO,
40-60 u 10-20% ot HopMEI [9]. TTonasnsioniee OONBIINHCTBO CIy4aeB KIMHUYECKH 3HAUNMOTO
nepunuta A1AT pa3BuBaerca npu peHotune ZZ (96%). S-amnens npuoOpeTacT KIMHHYECKOE
3HAYEeHHUE NPH codeTaHuu ¢ BapuanTamu Z unu QO (HyneBas amnens) [15-17].

B ycnousax nedunura A1AT npoucXoauT HEKOHTPOJIUPYEMOE NOBBIIIEHHE aKTHBHOCTH
IPOTEOTUTUICCKUX (PEPMEHTOB, IPEXKAE BCero HEHTPODUIBHOH 3y1acTassl, B pe3yJbTaTe 4Ero
3JIACTHYECKUE BOJIOKHA U JIPYTHE CTPYKTYPHI SKCTPALICIUIIOISPHOIO MaTPUKCa HHIKHHUX OTHENOB
IBIXaTENIBHBIX MyTEH MOABEPratoTcs MEUIEHHOH ACCTPYKIIMU. DTO NPUBOAUT K ITOTEPE IACTHY-
HOCTH JIECOYHOM TKaHHU, Pa3BUTHIO OOCTPYKTUBHBIX HapyIIEHUH 1 SM(pU3EMBI.

Anbga-1-aHTUTPHIICHH 00J1afaeT BayKHOM NPOTHBOBOCTIAIUTEIBHON U UMMYHOMOYJIMDY-
IOLIEH aKTMBHOCTBIO — BJIHSHHEM Ha LUTOKUHOBBIH MPOQHIb, MUTPALKIO JIEHKOLMTOB, aKTHBA-
U0 ¥ nposddepaunio T-mumpoLUrUTOB, HEJOCTATOYHOCTh KOTOPOH BHOCHT CYIIECTBEHHBIH BKIIA/L
B pa3BUTHE KJIMHUYECKUX NposBieHui nepunuta A1AT [18].

BaxxHyro poJjib B OBpexaeHuu jerkoro npu aepurnure A1AT urpaet kypenue. Curaper-
HBIA JIBIM MOJKET JOMIOJHUTEIHHO yCHIIMBATh OMUMepHu3aruio Mosiekyl A1 AT, Hapymate cuHTE3
3JITaCTHHA B JIETKUX, MOJIEPKUBATh HEUTpopHiIbHOE BociasieHue [19,20].

ITomumo HapyleHHUs OanaHca B CUCTEME TPOTEOIN3-aHTUIIPOTEO0JIU3 B KAYECTBE BO3MOXK-
HBIX IATOT€HETHYECKUX MEXaHHU3MOB 3M(HU3EMBbI JIETKUX pacCMaTPHUBAIOT IOJABJICHHE aHTHOre-
HE3a B JIETKUX, HapyllIeHue OajlaHca MeXXly MOBPEXICHUEM U pereHepalucii NapeHXuMBI JETKUX,

ayTOMMMYHHBIE PEaKI{¥ B aJbBEOJIIPHOM TKAHM M KallMJUIpax JIETKHUX, YCKOPEHHBIH amonros,
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NOBBILICHHE BHYTPHAIIMHAPHOTO AaBieHus [1].
BomsmmmHcTBO ciryuyaeB osMuzeMsl Jierkux cesazano ¢ XObJIL. Kpome toro, y xypunisiiukon
C HAJIMYUEM PECIHPATOPHBIX CUMIITOMOB, HO He nMeromux auarto3a XOBJI, smduzema BbIABIIA-

nack B 52% ciydaes [21].

1.3. OnuaemMuoI0rus 32601eBAHNS HIH COCTONHMS (TPYNNbI 3200/1eBAHUIT HJIH COCTOSA-

as

HHMHU

[To naHHBIM MeTaaHATIN3a, IM(H3EMa BCTPEUAETCs Y B3pOCIIOTo HaceleHus ¢ yactoTo# 0,5
—-5,7% [3].

B xpynHbIx snuaemuonoruueckux uccnenoBanusx CIIA cpeau 6enoro HaceneHus aua-
rHO3 SM(}H3eMbI ycTaHOBIEH Y 3,5%, a XpoHHYeckoit 06cTpyKTHBHOM G0ste3Hu serkux (XOBJI) —
y 6,3% obcnenoBaHHbIX [4].

Tounast pacnpoctpaseHHOCTH Aepuiuta A1AT B G0JIBIIMHCTBE NMOIYJISAUH HEU3BECTHA,
Y MHOTHX JIMII OH OCTa€TCs HeMarHOCTUPOBAHHBIM.

[To mannabM EBponeiickoro nerouynoro ¢oHaa, B cTpaHax EBpombl pacnpocTpaHEHHOCTh
nedurura A1AT Bapeupyert B npegenax 1 x 1800—2500 HOBOPOKIEHHEBIM, YTO COCTABJIACT HO-
panka 125 Teic. uenosek [5,6]. B ciydaiiHoii BRIOOpKe pyCCKUX U3 pa3IM4HBIX 00IacTeld eBponeH-
ckoi yactu Poccun vactorta Z-ajutenn kojiebanacs ot 0,3 1o 1%, vacrora S-ammenn — ot 0,2 no
1,5%. Tlo pacueram, B eBponeiickoit yacti P® oxono 17,7 Thic. TOMO3UIOTHBIX MM KOMIIAyH[I-
reTEPO3UTOTHBIX JIUIY 10 S- WM Z-aJljIeN, a Takxke 2,6 MITH. HocuTelel. B asuarckoi 4acTu 3TH
wudpsr cocrapisror 1,2 Teic. 1 500 Thic. cooTBeTcTBeHHO [7]. OMHAKO CyANTH O HacToTe ACdH-
uuta A1AT B poccuiickoil NOMyJIALIMA Ha OCHOBAHHMM JTHUX CBEJCHUH HE IPENCTaBIIETCS BO3-

MOXHBIM.

1.4. Oco0eHHOCTH KOAMPOBAaHHUS 3200JIeBAHNS WM COCTOSHHSA (TPYyNNbI 3200/1eBAHHH

HWJIH COCTOsIHMI) Mo MexxayHapoaHoH cTaTHcTHYecKol KiaaccHnduxanny 0oJe3Heil U Ipo-

0J1eM, CBA3AHHBIX CO 310POBLEM

J43 DMmobuzema

J43.0 Cunnpom Maxk-Jleona

J43.1 TaunoOynsapHas sMmopuzema
J43.2 LlentpunobynspHas smdu3eMa

J43.8 Jlpyras smbuzema

J43.9 Dm¢puzema HeyTOUHEHHAs




1.5. Knaccudukauus 3a60/1eBaHus KU COCTOAHUA (TPYNNbI 3260J1€eBaHNI HIH COCTOS-

s

HHH

B 3aBHCHMOCTH OT 30HBI OPAKCHUS AIllMHYCa BBIICISIOT cneﬁylomne THIBI SM(pH3EMBL
(tabn. 1):
e [[eHTpHAllMHApHAA (LEHTPUIIOOYIspHAs),
e TMapacenTaibHas,
e IaHalMHapHas (TaHiodyIApHas).
B otmenbhyio popMy BeIAEISIOT OyIUIe3HY O SM(pHU3eMy, XapaKTepH3YIOLIYIOCs Pa3BUTHEM y4acT-
KOB JECTPYKLHUH pasMepoM Ooiiee 1 cM, KOTopast MOXKET OBITH HCX0JOM JTH000# hopMbl dMPpH-
3€MBI.

Ta6muua 1. Knaccudukarusa sMmpuzeMol

XapakTepuCTHKH HenTpunannnapuas | [lananmnapHas IlapacenTajbHasi
Mopdonoruueckue pacmypeHue IeH- | MECTPYKIUS MeXalb- | fup¢dy3Hoe paciiu-
TPaJBHBIX  OTJACJIOB | BEOJIAPHBIX IEPEro- | peHue aluHyca, CJIHs-
alpHyca - peclupa- | poAOK, BBIPAKEHHOE | HHE BHYTPHIO0JIBKO-
TOPHBIX OPOHXMOJ H | pacIMpeHHE aly- | BBIX CTPYKTYp B €lIH-
ME)KaJIbBEOJIIPHBIX Hyca, IMOTeps HOp- | HOE BO3AYLIHOE MpPO-
XO0IOB MaJbHOW aHaTOMHYE- | CTPAHCTBO
CKOH CTPYKTYpBI JI€T-
KHX
Jlokanusanus usMe- | Bepxuue nomm, neH- | Hwkame nomu, mud- | CyOnneBpanbHo
HEHUH TpaJIbHbIE OTJAEIBI ¢dy3HOe nopaskeHue
BPKT-npusnakn JlokanpHble y4acTKd | OGIIMpHBIC 30HBI 1O- | JIOKanbHBIE  OKPYT-
IPOCBETIICHUsT  0e3 | HIKEHHOH  IUIOTHO- | JIble, YETKO OYEpUEH-
BHJMMBIX CTEHOK CTH ©Oe3 BHUAMMBIX | Hble Y4YacTKd IIpo-
CTCHOK, OO€JHEHHUE | CBETJIEHUS C TOHKMMH
COCYJIUCTOTO pu- | (<1 MM) cTeHKaMH
CYHKa
IIpuunnb CurapeTHbIi 1bIM Hedunut A1AT, cu- | CuraperHsiii JIBIM,
TapETHBIA JbIM UINONTHYECKAS

Heduuut A1AT pazaensior Ha clieyIolue KIMHUYECKHE TUIIbL:

o nedunut A1AT ¢ npenMyIIeCTBEHHBIM MOPaXXKEHHEM IrenaToOMIHAPHON CHCTEMBI;

o gnedurut A1AT c npeuMyIIIECTBEHHBIM NMOPAXKEHUEM ABIXATEILHOM CUCTEMBI;

o nedumut A1AT ¢ codeTaHHBIM NMOPAXKEHUEM JIETKUX U NIEYEHHU.

1.6. KnuHuyecKkas KapTHHA 3200/1eBAHASA HJIH COCTOSHNS (rpynnbl 3260/¢BaAHUH HIH

COCTOSTHHMM)

KinnHuyeckue CHMITOMBI CO CTOPOHBI JBIXaTeILHON CHCTEMEI IIpHu 3M(I)I/I3eMe JICTKHX HEC-

CHGHI/I(i)I/ILIHH. OCHOBHBIE CUMIITOMBI — 3TO OJBIIIIKA H CHIXKCHUE IICPEHOCUMOCTHU (1)I/ISI/I‘ICCKHX
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Harpy3oK.

ITepBeIM nposiBieHHEM MbH3eMBbI (OCOOCHHO B ClTy4ae MapacenTaIbHOH SM(U3eMBbl) HIH
OCJIOKHEHHEM YK€ M3BECTHOTO 3a00JIEBaHUS MOXET OBITh CTIOHTAHHBIN ITHEBMOTOpPAKC [22].

Kaxk u npu G0JBIIMHCTBE APYTHUX HACJIEACTBEHHBIX 3a00JICBaHUH, KIIMHUYECKHUE MTPOSBJIE-
Hus nedunura A1AT CHIBHO BapbHPYIOT M 3aBUCAT OT (PAKTOPOB OKPYIKAIOMIEH CpeIbl.

Cpenu xumHHYECKHX TposiBiaenuit qeduuuta A1AT y B3pocibix npeoOialator JerouHble
¢dhopmbl. THIMYHBIMY TIPOSIBICHUAMHE 3a00JieBaHUA ABIIsIOTCS aMbuzema, XOBJI, penunuBupyro-
e OpOHXUTHL, OPOHX00OCTPYKTUBHBIM CHHIPOM C COOTBETCBYIOMIEH KIMHUYECKON CUMIITOMA-
THKOI#1 - MPOTpECCUPYIOILAs OABIINIKA TPU GU3UYECKON HArpy3Ke, U306l CBUCTSIIETO AbIXaHUS,
Kalleab, POy KIS MOKPOTHI [23-27].

V namuentoB ¢ XOBJI Hannuue BoipaxkeHHOH 3M¢u3emsl jerkux no KTBP accouuunpy-
eTcs ¢ OoJIbIIEH CMEPTHOCTBIO M MPOTPECCHPOBAHUEM OCHOBHOTO 3aboeBanus [28].

Psan mun ¢ nepunutom A1AT uMeroT HopManibHbIe OKa3aTeny (QYyHKIMH JETKUX Ha MO-
MEHT NOCTAHOBKH ArarHo3a. To4HBIH NporHo3 (IIpH €CTECTBEHHOM TeueHUH 3a00JIeBaHus) y 1aH-
HBIX MHIUBUAYYMOB HeusBecTeH. OIHAKO €CTh JaHHbIE, TOATBEPXKAAIOIHNE HOPMATIbHYIO BBIKU-
BAaEMOCTh Y HEKypsAIIUX TMI ¢ PiZZ-¢pernotunom [29].

Haubosee pacnpocTpaHEHHOM IPHYHHON CMEPTH y TAanHeHTOB ¢ Aeduuutom A1AT aBns-
€TCs OpIXaTelIbHAst HEIOCTaTOYHOCTE (45—72% cMepTeit), 3atem ciieayeT nuppo3 nedeHu (10—13%

cMepreit) [30,31].

2. InarHoctuka 3a00/1eBaHUuA MJH COCTOSIHUSA (rpynnbl 3a00/1eBaHU# HJIH €O-
CTOSIHHUI ), MeITHUHHCKHE NOKA3aHUS U NPOTHBONOKA3aHHS K IPHMEHEHHIO Me-
TOMOB AHATHOCTHKH

Kputepuu ycranoBjieHHsi 3a60/1€BaHUS:

BonblmMHCTBO ciydaeB 5M¢U3EMBI JIETKUX ACCOLMHMPOBAHO C KypeHMEM M HaJIHYHEM
XOBJI, uto 00ycrnoBaMBacT HEOOXOIUMOCTH 0OCIEIOBaHNE HA MPEAMET HANM4Us JaHHOTO 3a00-
JIeBaHUA Y Bcex JHI ¢ dMpuseMoii.

Jnarsoctuueckue Mapkeps! aedunura A1AT cymmupoBasns! B T1abi. 2 [9,32].

Tabmua 2. Jluarnoctuyeckue Mapkeps! nepunura A1AT

Hpom;.memm €O CTOpPOHLI OpPraHoB AbIXa-
HHSA

IIposiBjIeHHS CO CTOPOHBI IPYTHX OPraHOB
H CHCTEM

Pano Bo3HuKIIas amMpu3eMa (B Bo3pacTe 10 45
JIET)

OMmbuzema JIETKMX B OTCYTCTBHE H3BECTHBIX
(GakTOpoB pHcKa (KypeHHE, MPOU3BOICTBEH-
HO€ BO3JECHCTBHE MBUIA U JIp.)

OMo¢uzeMa ¢ NPEeUMYIIECTBEHHBIM IOpaxe-
HHeM Ga3albHBIX OTAEIOB

bone3ns neyeHu HeSICHOH 3THOJIOTUH
Hexpotusupyroluii NaHHUKYJIUT
ANCA-accouMHpOBaHHBIA BaCKYJIUT
Hannune B cemeitHOM aHamMHe3e SM(pU3EMBbI
JIETKUX, OPOHX03KTa30B, 00JIE3HU CUYCHH,
NaHHUKYJTMTA JTUO0O0 MOATBEPXKICHHBIN Aedu-




Pazsutiie XOBJI y mun mosnoxe 40 net w/umu | tut A1AT y KpoBHBIX pOJCTBEHHHKOB (0CO-
CO cTaXkeM KypeHus MeHee 20 madex-JeT OeHHO y OpaTheB H cecTep)

Bposxo03kTa3bl HESCHOU 3THOJIOTHH
OpoHXHMaJIbHasi aCTMa C YCTOHYHBBIM K Tepa-
UM HApyLIIeHHEM (PyHKUIHY JIETKHUX

Komiuiexc HMcc/ie10BAHUM IS JHATHOCTHKH HEAOCTATOYHOCTH ajbdal AHTHTPUIICHHA
(eM B pazaese 2.3. JlabopaTopHas auarsocruka).2.1. 5Kano6n1 1 anamues

[Tpu cOGope anaMHe3a y MAIUEHTOB C SM(PU3EMO JIETKHUX, BCEM MallMEHTaM pEKOMEHTY €TCs

OLEHMBATh HAIMYKE OJBIIKH 10 1mkaie mMRS (npuioxenue 1'1), kaus, 0poay KU MOKPOTEI,
XPHIIOB B IPyJIH, BO3PACT Ae0I0Ta KIIMHUYECKUX NPOSBICHUN, YTOYHATH HaJMUHE NaTONOTUH JIbI-
XaTeNbHON CHCTEMBI (3MGHU3EMBI) M MEYEHH Y KPOBHBIX POJICTBEHHHKOB, a TAaKXe OLECHHBATh
aHaAMHEe3 KypEeHUsl C pacueToM MHeKca KypsIIero 4enoBeka (nauyek-ier) 118 UCKIIOYEHHUs IOTEH-
HHAIBHBIX IPUYHH dMQU3eMbl Jierkux [33].
Yposenns yoeanTeabHocTH pekoMeHaauuii C (YpoBeHb J0CTOBEPHOCTH A0KA3ATENbCTB 4).
Kommenmapuu: Knunuyeckue nposgieHuss HaYUHaoOmces, KAk npasuilo, 8 cpeonem éospacme (32—
41 200), xoms onucana 3navumenvHasn sapuabeivHocmv epemenu ux oebroma [9,34-36]. Ha cxo-
POCMb pA36UMUS U MANXCECMb NOPANCEHUS, IeCKUX CYUjeCMBEHHOEe GIUAHUE OKA3bIEAOM PAO 6HEUl-
HUX (8 nepgylo odepedsb KypeHue) u ceHemudeckux paxmopos. OOHAKO IuYa ¢ HeOOCMAMOYHO-
cmoio AIAT mozym 6oremo XObBJI oadcce npu omcymcemeuu KypeHus 6 aHamHese.

YV nayuenmos XOFBJI ¢ oegpuyumom A1AT no cpasnenuio ¢ 6onvuvimu XObBJI b6e3 ne2o 60-
Jlee 8blpANCend 00bIUKA, XYICe KaueCcma8o HCU3HU U yHKyuoHaneHoie noxkasamenu [37]. K gpax-
mopam pucka 6vicmpozo npozpeccuposanuss XObJI y nayuenmog ¢ oepuyumom AIAT omno-
CAMCs Kypenue, NPUHAONEHCHOCMb K MYWICCKOMY NOLY, 0eblom KAUHUYECKUX NPOAGLIEHUU 6 603-
pacme 30—44 nem, ODBI 6 unmepsane 35—79% om oonxcnozo, ompuyamenvnai npoba ¢ bpou-

XOAUumuKkom u Hu3Kuu yposenv AI1AT.

Bcex nanumenTos ¢ nedpunutom A1AT He3aBHCUMO OT BO3pacTa peKOMEHAYETCS pacClpallnBaTh
0 HAJUYHMKH CHMIITOMOB CO CTOPOHBI reNaTOOMIMAPHON CHCTEMBI UIS1 UCKITIOUEHUS MTaTONOIMM I1e-
YEHH M KETUEBBIBOAAIIUX TPOTOKOB [38-40].

Yposens yoeauTeapHocTH pexoMenganmii C (YpoBeHb J0CTOBEPHOCTH J0KA3aTEIbCTB S).
Kommenmapuu: Y nexomopuvix nayuenmog 6e3 npusHakos panHezo 3a001e6anus neyenu 603HuU-
Kaem HapyuwieHue QYHKYUU neyenu 6 noOpoCmKo80M 6o3pacme u nosoice. Ilopaxcenue neuenu 6o
83POCIOM B03DACTE NPOABIAEMCI MENIKO- U KPYNHOY3106bIM YUPPOIOM U HACMO NPUBOOUM K pa3-

BUMUIO 2eNAMOYELIIONAPHOU U XOJAH2UOYELTIONAPHOU KapyuHombl [38-40].

2.2. Du3uKaJILHOE 00CIe10BaHe

e BceM narmeHTaM peKOMEHJIyETCs NMPOBEJCHUE 00IIero (pu3HKaJbHOTO OCMOTpa.
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[1]

YpoBeHb yoeaurejibHocTH pekoMmenaanuit C (ypoBeHb 10CTOBEPHOCTH J0KA3ATEJbCTB J).

[Tpu pu3ukanbHOM 0OCIIEJOBAHHH MAIIUEHTOB ¢ SM(U3eMOI1 TerKuX, KaKk PaBUIIO, BBICITY-
HIUBAETCS OC/Ia0JIeHHOE JbIXaHHe IPH ay CKYJIbTAalUH U KOpOOOYIHBIH 3BYK IIPH IIEPKY CCHH, MOXKET
OTIPENIEIAThCS MapaoKCaNbHbId mysibe. K xapakTepHBIM KOHCTUTYLMOHAIBHBIM 4EPTaM TaKHUX
HAIMEHTOB OTHOCATCS CHUKEHHBIM HHAEKC Macchl Tejla, 60uKkooOpa3Has rpyAHas KJIETKa ¢ TOpH-
30HTATBHBIM PACIOJIOXKEHHEM pebdep, CTIaKeHHOCTh MEXPEOEpHBIX NPOMEXKYTKOB, IIMPOKHIA
anuracTpaibHblit yromu [1,41].

[Mpu npoBeneHny (UINKATEHOIO OCMOTpa Y MAIlHEHTOB C IOJO3PEHHEM Ha Ae(HUIMT
A1AT HeoOxoauMo Taxke oOpalllaTh BHUMaHHE HA COCTOSHUE TelnaroO0WIMapHOI CHCTEMBI U
KOXHBIX MMOoKpoBoB. [lpu aedumure A1AT ¢ nperMymieCTBEHHBIM NOpaXCHHEM IE€YEHH IPH
OCMOTpPE MOTYT OBITh BHISBJICHBI IPU3HAKU LIUPPO3a [IEYECHHU.
OaHuM U3 KIMHUYECKHX MposiBieHnid gepuimura A1AT sBiseTcs HEKPOTH3UPYIOIIUNA TaHHHUKY-
JIAT, JUTA KOTOPOTO XapaKTepHO MOABJICHUE MOJAKOXKHBIX Y3JIOB Ha 001aCTH ATOIUL, HUKHEN YaCTH
HUBOTA, TPOKCUMAJIBHBIX OTIEIOB KOHEYHOCTEH.

° Y Bcex MalueHToB ¢ AM(PU3eMOH JIETKUX PEKOMEHAYETCS HCIIOIb30BaHUE 1Ty ILCOK-
CHMETPHH TSl OLIEHKH HAaCHIIEHHs reMoriobnHa kuciopoaoM (SpO2) [42].

YpoBeHsb yoenuTeabHOCTH pekoMenaauuii B (ypoBeHb 10CTOBepPHOCTH A0KA3aTEIbCTB 2).

2.3. JlaGopaTopHble IHATHOCTHYECKHNE HCCIE10BAHUSA

e [laumeHntam ¢ smbuzeMoit terkux npu 3HaueHuH Sa0> <92% 1o 1aHHBIM IyJILCOKCUMETPUHU
PEKOMEHIIYETCS UCCIIeIOBaHUE KHUCIIOTHO-OCHOBHOTO COCTOSIHUS M Fa30B KPOBH [JIs1 OLICHKH
BBIPa)KEHHOCTH TUNOKceMuH [42].

YpoBeHb y0eqUTeILHOCTH peKOMeHJAaHMiH A (YPOBE€Hb [JOCTOBEPHOCTH NOKa3a-
TEJbCTB — 2)
e [TanmuentoB ¢ XOBJI, ocobenHo npu aebiore 3abonaeBanus B Bo3pacte <40 jieT, cTaxe KypeHus
<20 mayek-jet, sMbu3eMaTo3HoM (HEHOTHIIE, C MPEUMYIIIECTBEHHBIM PAacloIOKeHHeM 3Mpu-
3eMbI B 0a3aJIBHBIX OTJENIaX PEKOMEHAYETCS KOMILIEKC HCCIIEJOBAHUHM I JUATHOCTUKU He-

nocraroudoctd A1AT (B03.019.012) [9, 23, 39, 40]

YpoBens yOeaurenbHocTH pekoMeHaanuid C (ypoBeHb JOCTOBEPHOCTH [d0Ka3a-
TeJbCTB 5).
KomMmenTapuu. Paunee gvissienue oepuyuma AIAT noszsorum npedynpeoums 6030eu-

cmeue hakmopos pucka (Kypexue u 0p.) U MOHUMOPUPO8AMs COCMOSIHUE NAYUEHMA.
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e Bcem nanueHTaM ¢ ofo3peHUeM Ha HacieAcTBeHHbIH neuuut A1AT pekomenayeTcd

OTIpeIeJICHUE aKTUBHOCTH ab(a-1-aHTUTpUIICHHA B KpoBH [9,23,39,40]

YpoBens yoeautensHocTH pekoMmenaanuii C (ypoBeHb JOCTOBEPHOCTH JOKa3a-
TeJBCTB 4).

KommenTapuu. B ycrnosusix PO onmumanenvim asnsemcs onpeoenenue yposus AIAT me-
MOOOM UMMYHOMYpPOUOUMEemMPUY, NPU KOMOpoU Hopmaibubimu 3Hadenusimu AI1AT 6 ceieopomie
kposu 6yoym cuumamwcs 0,9-2 2/n (npu usmepenuu memooom negeromempuu — om 2 0o 4 2/n)
[23].

Ilpu unmepnpemayuu pe3ynbmamos ciedyem y4umvi6ams, Ymo npu UHGEKYUOHHBIX U
B0CNANUMENbHBIX PEAKYUsX, ONYXoJsix, cmpecce, uioke, bepeMeHHOCmU, npueme npenapamos,
BKIIOYAIOWUX 8 cocmas seujecmsa u3 epynnvi scmpo2enonos (ATX GO3C), yposenv AIAT 6 kposu
nogviaemcs [39,40]. Hecneoosanue nyvuie npogooums 6He nepuooa 06ocmpenus accoyuupo-
sanHwix ¢ oehuyumom AIAT 3aboneeanuti [45].

e Ouenka ypoBHS al-¢paxuuy rio0yIMHOB MPU ONPENEIeHUH COOTHOIIECHHS GETKOBBIX (pak-
IIMif METOIOM 3JIeKTpodope3a WM METOIOM BBICOKOYYBCTBUTEIBHOTO KAIWJLISIPHOTO 3JIEK-
tpodopesa ¢ uensio quarnoctuku aepunura A1 AT He pekoMeHTyeTcs, Tak Kak TpeOyeT aaib-
HEHIIUX HCCIIeJOBaHM IS TOATBEPXKACHUS quarHosa [9,48)].

YpoBens yoeaureansHocTH pekomenganuii C (YpoBeHb 10CTOBEPHOCTH 10Ka3aTEJIbLCTB ).

KommenTtapun. Crudicenue 1ubo omcymemeue @paxyuu al-2nobynunoé npu pymuHHOM 3JieK-

mpocghopese beaxoe nuasmMbl Kposu Nno36oisem 3ano0ospums Hanudue oeguyuma AIAT, no-

ckoNLKy oH cocmasisiem 80-90% al-enobyrunoe kposu.

e Bcem nanuentam ¢ nepunutom A1AT pexoMeHIyeTCs €XErogHOE MCCIEIOBaHHE aHaIU3a
KPOBH OMOXHMHYECKOI0 OOLIETEPANCBTHYECKOTO C HCCel0BaHHEM YPOBHs anb0yMHHa B KPOBH,
HCCIieIoBaHneM ypoBHs o0iero OunupyOuHa B KpOBH, OIIPENCIICHUEM aKTUBHOCTH aclapra-
TaMHHOTpaHc(epa3bl B KPOBU, ONpeJCiIeHHEeM aKTUBHOCTH aJlaHMHAMUHOTpaHcdepasbl B
KPOBH, ONpeAe/IcHHEM aKTUBHOCTH raMMa-TIII0OTaMUNITpaHc(epasbl B KPOBH U UCCIIeJOBaHUE
yPOBHS TpOMOOUIIMTOB B KpoBH [47].

YpoBennb yoeauTeabHocTH pekomMenaanuii C (YypoBeHb JOCTOBEPHOCTH J10KA3ATEJLCTB S)

Kommenrapuu. ¥V nayuenmos ¢ oepuyumom AI1AT wacmo eviasisiemcss mpan3umopHoe nogbi-

weHnue mpancamunas. Crudxicenue Cunmemudeckol QYHKYuu nevyeHu (CHUdMCenue anboymMuna) u

mpomboyumonenus boaee cneyuguyHvl 018 YUppo3a neyeHu.

Bcem nayuenmam oepuyumom A1AT 6 meouyunckoil opeanuzayuu pexomendyemcs. [47,48]:

®  ocMOmMp 8pA4a-NYIbMOHON02A UU 8pava-mepaneema He no3onee 20 munym

®  NYI1bCOKCUMempUs He nosouee 20 MUHYmM OmM MOMeEHRmMAa NOCMynieHus 6 cmayuonap
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® KOHCYIbmAuUA 6paia-aHecme3uo102a-peaHumMamongza _He ng3onee 30 munym om mo-
MeHma nocmyn.1eHusA 6 cmayuonap (npu camypauuu metnee 75%)

2.4. IHCTPYMEHTAIRHpIC ANATHOCTHECKHE HCCIIEI0BAHUS
MeTtons! Bu3yanusanmu
¢ Bcem nanmedTaMm ¢ oA03peHHEM Ha SM(pU3EMY JIETKIX PEKOMEHAYETCS IPOBOIUTH PUIIEb-
HYIO PEHTTeHOrpaduio OpraHoB I'pydHON KJIETKHU B NMPAMO# MPOEKIHUH M NOATBEPXKACHUS
JIMarHO3a, UCKITIOYEHUS IPYruX 3a001eBaHUN OPraHoB JbIXaHus U cpetocTenus [43,44], B Tom
ylClle ¢ UCIOIB30BaHUEM HCKYCCTBEHHOTO HHTEIEKTa [ 119] .
YpoBens yoenuTebHOCTH pekomenaaumii C (YpoBeHBb 10CTOBEPHOCTH 10KA3aTEJIBCTB J).
KommenTapuu. K xapakmepHvim npusHakam smpuzemol 1e2Kux OMHOCAMCI HUIKOe CHOsAHUe U
YnlioweHue ouappazmvl, 6epmuKaibHoe NON0NHCEHUE Cepoya, yeeudeHue nepeoHe3aoHe2o pas-
Mepa 2pyOHOU KIemKU U pacuiupenue pempoCcmepHalbHO20 npocmpancmea, obeoHeHue ne2oy-
H020 PUCYHKA, 4aCmO 6Cmpeyaemcs 2OpU3OHMAalbHOe PACNOL0NCeHUE pebep U pacuiupenie mMedic-
PpebepHbIX NPOMENCYMKOB.
s nayuenmos ¢ smgpusemoti na gporne oegpuyuma A1AT 60ree xapakmepro nopadiceHue HUNCHUX
omoenos.
Y wacmu nayuenmog c smgbusemou neekux HA HAYANLHLIX 3MANAX USMEHEHUS HA PEHM2eHO-
2pamme Op2ano8 2pYOHOU KIemKU MO2Ym OmCYmCmeo6ams.
¢ VYV NaiueHTOB C BIEPBbIie BEISIBJICHHOH 3M(pU3EeMOi erkuX, HAIMYUEM PECIIUPATOPHBIX CHMII-
TOMOB W/WUJIM U3MEHEHHUEM MoKa3aTesled QYHKINHU JIETKUX PEKOMEHAYeTCs IPOBEACHUE KOM-
MBIOTEPHOM TOMOrpaduu OpraHoB rpyJHOH nojocTy [49].

Yposens yoeaurenbHocT pexkomenaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTEIbCTB — 4)
KoMMmenTapum. Komnsiomeprnas momoepagus opeanoe 2pyoHoi ROIOCMU AGAEMC Hauboaee 1yecmeu-
MeNbHBIM U CREYUDUUHBIM MeMOOOM OISl BbIABNEHUA, OYEHKU BLIPANCEHHOCMU U MOPHOI02UUecKol xa-
paxmepucmuxu smpuzemvl nézxux [50].

Imgbuzema npossisiemcs 6 6ude OmoeIbHbIX YUACMKO8 NOHUNCEHHOU N1OMHOCMU 0e3 Kakux-1ubo
2paHuy uiu 02pAHUYEHHbIX MOHKUMU (MeHee | MM) cmeHKaMu, 8 yenmpe maxkux npoceemieHusl Mo-
JHCem HAXOOUMBbCA MOYKA — 6EMEb 1e204HOU apmepull.

IIpu oegpuyume AIAT knaccuueckum nPUsHaKOM A6/AEMCA NAHAOOYIAPHAS IMPUIEMA C NpeuM)-
WeCmeeHHbIM NOPANCEHUEM HUNCHUX Oonell ae2kux [1,9].

Haubonvweti uyecmeumeibHOCMbIO U CREYUPDUUHOCIMBIO 8 OYeHKe NPOZPECCUPOBAHUS IM-
guzemor obraoaem MemooO peHmeeHOOEeHCUMOMEMPUY, KOIUYECMEEHHO OYeHUBAIWUl vipa-

aHceHHocmo amghusemor [49,51].
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e PexkoMmeHayeTcs perysipHOE MPOBEJICHHE KOMIIBIOTEPHON TOMOTpaduH OpraHoB rpyaHO# Mo-
JIOCTH IS OLEHKH HPOTrPECCHpPOBaHUs 3M(H3EMBI y TAHEHTOB C TKETBIM AeduumTom
A1AT [52].

YpoBeHb y0eIHTEILHOCTH pekoMeHAanuH B (YpoBeHb 10CTOBEPHOCTH 10KA3aTEAbCTB 2).

®yHKIMOHANIbHAS AUArHOCTUKA

Bcem nauunentam ¢ nogozpenueM Ha XOBJI u smpuzeMy nerkux pekoMeHayeTcs NpoBOAHTh HCCIIe10Ba-

HHE AbIXaTCIIbHbIX 00BEMOB ¢ NPUMEHECHHUEM JICKAPCTBEHHLIX ITpE€NiapaToB AJ1s BbIABJICHHA U OLICHKH CTC-

MEHH THKECTH OOCTPYKLUMM AbIXaTenbHbIX myTeii [53,54].

YpoBeHb y0eANTeNLHOCTH pexoMeHAauuii 4 (YpoBeHb J0CTOBEPHOCTH JoKa3aTesbeTB - C)

e BceMm manuenTam ¢ BeIpaxXeHHOU 3Mu3eMOit TerkuX U HATMYUEM PECTIMPATOPHBIX CUMIITO-
MOB PEKOMEH/IyeTCs IpoBeieHne 6o AuIIIeTU3MOrpadiu ¥ ucieoBaHue 11 Py3nOHHOH cIlo-

coOHoCTH JIerkux [55,56].

Yposenns yoeauTeabHocTH pekomenaanui C (ypoBeHb J0CTOBEPHOCTH 10KA3ATEJILCTB - 5)

KomMenTapuu. Memoovwl uccied08anus ne2o4nvix 00bemos u Oupdy3uonHoi cnocobHocmu iee-
KUx s61A10mcsl 60/1ee 4y8CmaumenbHbIMU Yem CRUpoMempusi 015 OYeHKU (PYHKYUOHANbHO20 Cma-
myca nayueHmoe ¢ SmMpusemol 1e2Kux.

s ampuzemor neckux xapakmepro crudicernue DLco menee 80% om 00n2icHbIX 8enuduH npu 00-

HOBPEMEHHOM CHUMCeHUU o6vema ghopcuposannozo eviooxa 3a 1 cex (OPB;) menee 80% om

OO0IHCHO20 U/ UNU NOBbIUUEHUU OcmamouHo20 0bvema nezkux (OO0JI) boree 120% om donxcnozo, a

marxorce yeenusenuu POE u omuowenuu OOJI/OEJI [57,58].

o [lauuenram ¢ nepumutom A1AT, HEe CONMPOBOKAAIOUMMCS KIWHUYECKHUMH MPOSIBICHUSAMH,
PEKOMEH/IyeTCs MPOBECHUE UCCIeIOBaHUE HECTIPOBOIMPOBAHHBIX bIXaTENbHbIX O0BEMOB H
MOTOKOB Ha dTarne NepBUYHOro odcienoBanus [59,60].

YpoBens yoeauTeabHocTH pekomenaannii C (ypoBeHb J0CTOBEPHOCTH I0KA3aTEALCTB 4).
Kommentapun. [lo oannvim cnupomempuu y nayuenmos ¢ oegpuyumom AIAT onpeoensemcs
NpeUMYlUyeCmeeHHO 06CMPYKMUBHbLY MUn HapyuleHut, ¥ MHO2UX NAYUeHmos8 onpeoeniemcs 06-
pPamumMocms OPOHXUANLHOU 06CMPYKYUU.

Pannsas ouaenocmuxa ghynxkyuonanvheix usmerenutl (OpoHXuaibHoU 06cmpyKyuu) no3eo-

JISlem CBOEBPEMEHHO NPUHAMb Mepbl NO YCMPAHEHUIO (PAKMOPOE PUCKA NOBPEHCOEHUS N1eCKUX,

navame mepanuio XObJI u paccmompems 6onpoc o cneyugpuueckoii mepanuu oegpuyuma A1AT.

e [lanuentaMm c nerounoi popmoit nepunura A1AT BHauanme peKOMEHIYETCS NPOBOAUTH UC-
Clle/IoBaHKe HECTIPOBOLMPOBAHHBIX IbIXaTEIbHBIX 00BEMOB H ITOTOKOB Kax/ble 6—12 MecsleB
JUISE HCKJTIOUEHHS OBICTPOTO MPOrpecCUPOBaHMs 3a00I€BaHUs, IOCIIE Y€ro YaCTOTa UCCIEN0-

BaHHUI MOXeT ObITh CHIDKeHa [9,47].
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YpoBens yoeaureabHocTH pexoMeHaanui C (YpoBeHb J0CTOBEPHOCTH 10KA3aTEJAbCTB ).
Kommenrapuu. Cxopocmo crudcenus ODPBI npu depuyume AIAT cunvro eapvupyem y pasHuix
nayuenmos.

e [lammentaM c aedpururom A1AT pekoMeHIyeTcs €XKEeroJHO IPOBOIUTE YJIbTPa3BYKOBOE HC-
cnenopanne (Y3M) opraHoB OpIOIIHON MOJOCTH AJIS UCKJIIOYEHHs MPOSIBICHUS OOJE3HU CO
CTOpOHBI Nieuenu [47]. 7

YposeHb yoeauTeabHOCTH pekoMeHIanHil C (YPoOBeHb J0CTOBEPHOCTH A0KA3aTeJaAbCTB 5).

2.5. Hpie ANATHOCTHYIECKHE HCCIEI0BAHNS
(DeHOTHITHPOBAHKE U TCHOTHITHPOBAHUE
[Tox TepMUHOM «(PEHOTHII» MPHHATO NOHUMATH SKCIPECCHUIO ofpeeieHHoro tuna A1AT,

a MOHATHE F€HOTHII OTPAXKAET CIECIUPUISCKYIO KOMOMHAINIO aJlIeIei.

e BceM nanueHTaMm ¢ KIHHH4YeCKMMH TpuszHakamu aeduuura A1AT (cM. Tabn. 2) u/uiam cHU-
eHHOH KoHueHTpauuu A1AT B ChIBOPOTKE KPOBHU PEKOMEHAYETCS MMPOBOUTD OMNpEIeTICHHE
¢deHoTuna u renotuna [39,40].

YposBens yoenureabHocTH pekoMeHaanui C (ypoBeHb 10CTOBEPHOCTH 10KA3aTEJabCTB 4).

KommenTapuu. [ enomunuposanue ob6aaoaem Haubonvuleli Yy8CmeumeabHOCMulo U cneyuguy-

Hocmbulo 01 onpedenenus Oepuyuma AIAT (S- u Z-annenu). Ilo ypoeuio AIAT 6 cvieopomxe

KPOBU HEeBO3MONCHO NPeononodcums 2enomun oedpuyuma AIAT.

TI'enomunuposarnue npoeooumcs mMemooom anieibcneyuduieckoi amniupurayuu (014 uvisgie-

Hus ainenei S u Z) unu npamoim cexsenuposanuem [JHK, evidenennoii u3z n1o6uix a0pocooepoica-

Wux K1emox 015 6bisi6NIeHUsl peoKux mymayui [46].

Onpeoenenue penomuna AIAT (A—Z) pexomendyemcs npogooUms ¢ NOMOWLIO MOHKOCIOUHO2O

uzoanexmpuyecxko2o goxycuposanus [9]. Hauanonwimu 6yxeamu argpasuma obosnavarom eapu-

aHmMbL ¢ 8bICOKOU CKOPOCMbIO NepeMeujeHUss, KOHeUHbIMU — nepeMelaouuecs ¢ HU3Kou cKopo-

cmoio.

3. JqueHne, BKJ/IIO4Yasi MCIHKAMEHTO3HYIO H HCMCAHUKAMEHTO3HYIO TEPAIIUH,
AHETOTECPAIIHIO, 066360J1HBaHHe, MEJIHIIHHCKHE MMOKAa3aHHA H IIPDOTHBOIIOKa3a-
HHUSl K IPDAMCHEHHIO METOAO0OB JICHCHHS

3.1. KoHcepBaTHBHaSA Tepanus
] BceM nmanpieHTaM ¢ 3M(QpHU3EMOit JIETKHX PEKOMEHIYETCsl OTKa3 OT KypeHus [61,62].
YpoBens yOeauteinbHOocTH pekoMeHaamuid C (ypoBeHb JOCTOBEPHOCTH NOKAa3a-

TeJbCTB — 4)

15



. ITpn OTCYTCTBHH MPOTHUBOIIOKA3aHUH IS MOANEPKKH YCHJIHH IO NPEKPALLEHUIO
KYPEHHUS peKOMEHIYETCSl Ha3HAyaTh Npenaparsl, IPUMEHsEMbIC IPU HUKOTUHOBOH 3aBUCHMOCTH
[63-67].

YpoBeHb yOeauTeILHOCTH peKoOMeHZanuid A (YpOBeHb [10CTOBEPHOCTH [10Ka3a-
TeJabCTB — 1)

Kommentapun: @apmakomepanus 3¢hgpekmugno noooepicusaem yCcunus no npexpauje-
nuto Kypenus. K npenapamam nepeoil TuHuu 015 1eyeHus mabayHou 3a6UCUMOCMU OMHOCAMCA

BAPEHUKIUH, HUKOMUH, 8 MOM YUCJle 8 (hopMe mpancoepMalbHOU Mepaneemu4eckou CUcmemoi.

e VY manueHTOB ¢ 3Mbu3eMoii nerkux, odycnosinennoit XObJI n/unu nepunutom A1AT, pe-
KOMEHIYETCS HMCIOJIb30BaTh JJIMTEIBHOTO JACHCTBUS AHTHUXOJHUHEPTHYECKHE CPEACTBa
(JJAX), cenextuBHble OeTa2-aapeHoMuMeTHKH (JIJ[BA), HHransiuuoOHHBIE ITIOKOKOPTH-
kouabl (MI'’KC) wunu koMOuHanwu mnepeuncineHHbIX mnpenapatoB (JAJABA/JJAX,
JIABA/JAAX/UT'KC) o ctangapTHBIM ToKa3anusaM [2, 9,53].

YposeHns yoeauTeabHocTH pexoMeHaamuii C (ypoBeHb 10CTOBEPHOCTH A0KA3aTeJbCTB S).

Kommenrtapuu. Jlevenue XOBJI nposooumcs 6 coomeemcmeuu ¢ MeHCOYHAPOOHbIMU U Ome-

YeCmeeHHLIMU PEKOMEHOAYUAMU NO Ne4eHUI0 0aHHO20 3a601e6aHUs.

e Jlna neyenus oboctpenuii XOBJI Ha done nedumura A1AT pekoMeHIyeTCs yBEIUYCHHE 103
npernapaToB g JeUeHUsA OOCTPYKTHBHBIX 3a00JI€BaHMMA JBIXaTEIbHBIX IyTeH B (JOpME HHIa-
JAIUA, Ha3HAYCHHE KOPOTKHX KypcoB Timokokoptukounos (HO02AB) , npm usmMeHeHuu
CBOMCTB MOKpPOTBHI — paHHEE HCIOJIb30BaHHE aHTUOAKTEPHAIBHBIX IPENapaTrbl CUCTEMHOIO
JEHCTBHS, a TAKXKE MPOBEICHUE OKCUT€HOTEPAIINU IIPU 3a00JI€BaHHUAX JIETKUX, HCUHBa3UBHOM
HCKYCCTBCHHOM BEHTHIAIMH JIETKHX, HCKYCCTBEHHON BEHTWJIALIUH JIETKUX IPU HAJIMYUHU 11O-
kazanui [1,9,23].

YposeHb yoeauTeabHOCTH pekoMeHnaanuii C (YpoBeHb J0CTOBEPHOCTH /10KA3aTEIbLCTB 4).

Kommentapun. O6ocmpenus XOBJI, ocobenno ¢ npusnaxamu baxmepuanvholl ungexyuu, y na-

yuenmos ¢ oegpuyumom AIAT xapaxmepusyromces u36imo4YHOU 1ACMA3HOU AKMUEHOCIbBIO, 6

C6A3U C YeM aKmugHoe neqerue 00JINCHO Oblmb HAZHAYEHO KAK MOJCHO PpaHbuie.

3aMecTHTEALHANA Tepalud

Ha ceroaHsinHui feHb € IMHCTBEHHBIM JOCTYIIHBIM CHEIM(PUIECKUM CPEICTBOM Jeue-
HHs dM(H3EeMBI JIeTKUX, o0ycinoBieHHOM nedunutom A1AT, aBnsercs BHyTpUBEHHas 3aMe-
CTHUTeJIbHAaA Tepanus anbgal-nmpoTenHa3bl HHTHOUTOPOM (YENOBEUECKUM), TOJYYEHHBIM H3
MyJia JOHOPCKOM IJIa3MBI.

3aMecTHTeNbHAS Tepanus YPGEeKTUBHO CHIKAET €XXETOHYIO IIOTEPIO JIETOYHOH TKaHH,

0 4eM CBHAETEJIbCTBYET OllEHKa MMOKa3aTelle peHTTeHOAEHCUTOMETPHH B THHAaMHUKe [68-72].
16




EcTs Taxke faHHBIC, HOATBEPXKAAIOIHE YMEHBIICHHE CKOPOCTH CHIKEHHUS O®BI1 Broa u cra-
TUCTUYECKH 3HAYUMOE YBEIHUYCHHE IMPOJOJDKUTEIBHOCTH XXH3HH IIPH IIPOBEIACHHH 3aMECTH-
tenpHOU Tepanuu [60,70,72-75]. CornacHo psaay HccleNOBaHUM, 3aMECTHUTEbHAs TEpamusd

CHOCOOCTBYET CHHXKEHHIO YaCTOTEI M YMEHBIIeHHIO TshkecTH oboctpenuit XOBbJI mpu nedu-

uute A1AT, a Takxe yIydIIEHHIO KAYeCTBa KU3HH MAllMEeHTOB, OJHAKO JOKa3aTenbHOH 6a3bl

IOKa HeJoCTaTo4yHo [76-78].

e BuyTpuBeHHas 3aMecTUTENbHAs Tepamnus ainbdal-mpoTenHa3bl HHIUOUTOPOM (YeloBeve-
CKUM) peKOMeHayeTcs B 1o3e 60 MI/Kr exeHeaensHo nunaM ¢ Jepunutom A1AT derorn-
noB PiZZ, PiZNull (PiZ(-)), PiNulINull (Pi(-)(-)) nu6o #c penkumu IeQHIUTHBIMA BapH-
anTamu ¢ Konnenrpanueit A1AT mensme 0,8 r/n (11 Mxmonb/i) crapiie 18 net, HanmuuneM
KIMHHYECKUX MPOSBIECHUN CO CTOPOHBI opraHoB asixanusi 1 O®B; 30-65% ot nomxkHoro
[9,23,73,78,79,80].

YpoBens yoeaureanHocTH pekoMenganmii C (ypoBeHb 10CTOBEPHOCTH A0KA3ATEILCTB J).

KoMmenTapuu. 3avecmumenvHas mepanus HANpAGleHA HA OOCMUICEHUE U NOOOePHCaHUe

konyenmpayuu AIAT eviwe nopoza 6ezonacnocmu — 0,8 2/n. Yempanenue oegpuyuma ne mo-

JHCem 60CCMAHOBUMb NOBPEINHCOEHHbIE CMPYKMYPbL 1e2K020, HO MOJCem npeoomepamums 0alb-

Heliulee nogpedcOeHUe 1e204HOU MKAHU U cmabunusuposams cocmosanue nayuenma [79,81].

e VYV mauuentoB ¢ gepunurom A1AT u OPB; <30% pexomeHAyeTCs BBIIIOIHUTH BHYTPHBEH-
HYIO 3aMeCTHTENbHYI0 Tepanuio [82].

YpoBenb yoeauTeabHocTH pekomenaanuii C (ypoBeHb J0CTOBEPHOCTH A0KA3aTEJNbCTB S).

KoMMeHTapHu. B kauecmee apeymeHmos 3a npogeoeHue 3aMecmumenvHot mepanuy 6blcmy-

naem NOMEHYUATbHAS B03MONCHOCHb YMEHLULUMb CMEPMHOCMb, 3AME0IUMb NPOZPEeCCUposa-

Hue 3a6onesanus. OOHako 00kazamenbHoU Oa3vl ONA NPOBEOEHUs 3aMeCmUmenvHol mepanuu

y OaHHOU Kame2opuu NAYueHmo8 HedoC mamoyHo.

e VYV nmanuentoB ¢ gebhunutom AIAT ¢ ODPB1 >65% pelneHre OTHOCHTENBHO ITPOBEACHUA
3aMECTHTEIbHOY Tepallii peKOMEHAYeTCs IPUHUMATh B HHAUBUAY AIbHOM IOPAJKE, C yye-
TOM MOTEHIIMAIBHOW BO3MOXXHOCTH 3aMeLJTUTh MPOTrpecCHpoBaHUe 3a00JIEBAHUS U B TO KE
BpeMs BRICOKOH CTOMMOCTH TE€PAIUH M OTCYTCTBHEM J0Ka3aTeIbHON 6a3bl [l TaHHOH Ka-
Teropuu 60JbHBIX [82].

YpoBeHs yoeauTeibHocTH pekoMenaanui C (YpoBeHb J0CTOBEPHOCTH J0KAa3aTeIbCTB S).
KomMmenTtapumn. [Ipogurakmuueckoe npumenenue ayemMeHmayuoHHoU mepanuu Heyeaecooo-
PA3HO, NOCKONIbKY He Yy 8cex nayuenmos ¢ maxcenvim oeuyumom AIAT pazeusaemcs smeu-
3emMa 1e2Kux.

Ipu npunamuu pewieHus OMHOCUMENLHO NPOBEOEHUS. 3aMeCMUMEIbHOU mepanuu y 3mux na-

YueHmos credyem yuumoleams makue axkmopul, kak go3pacm, dvicmpoe cHudxcenue ODBI,
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CHUMCeHUe OUppy3uoHHOU CROCOOHOCMU 1e2KUX U NPOZPECCUPOB8anue dImbuzemvl NO OAHHBLIM

KOMNbIOMEPHOU momoepaguu op2anos 2pyonou norocmu . Ilayuenm oondicen 6vimo Hanpae-

J1eH 8 peghepeHCHbIU YyeHmp 018 OYeHKU Yeneco0OpaA3HOCMU U 603MONCHOCU NPOGEOEHUS 3a-

MecmumenbHOU mepanuu.

o Hekypsamue nanuentsl crapiue 18 net ¢ nepuuurom A1AT denotunos Pi*ZZ, Pi*ZNull,
Pi*NullNull, 1u60 ¢ penkumu nedUIUTHRIMUA BapUAHTAMH NIPH HAJIMUUK PECIIMPATOPHBIX
cuMnToMoB, ypoBHe A1AT <11 mxmons/n, O®B1 B npeaenax 30-65% pexkoMenayeTcs
HanpaBuTh B ped)epeHCHBIH LEHTpP IS 00CYXIEHHUS BONPOCA 3aMECTUTEILHON TEpaluu
[81, 82].

YpoBeHb yoenureapHocTH pexoMeHaaumii C (ypoBeHb J0CTOBEPHOCTH A0KA3aTeJbCTB S).

e BHyTpuBeHHas 3aMecTHTEbHAs Tepanus He pekomeHayertcs nanueHtaM ¢ XOBJI ¢ rere-
pPO3UrOTHBIM reHOTUNIOM Aedunuta A1AT [81,83].

YpoBeHnb yoeanureabHocTH pekoMeHaanuil C (ypoBeHb J0CTOBEPHOCTH A0KA3aTEJIbLCTB ).

Kommentapun. Porb 3amecmumenvHoud mepanuu y OGHHbIX NAYUEHMOE 8 HACMOosUjee epems

He ACHA.

e BspocaeM nanueHTaM ¢ nepunutom A1AT , onpenenseMbiM Kak KMEIOIIKYE TEHOTUN, CBSI-
3aHHBIH ¢ TsokenbM aedpunurom AAT (PI1*ZZ, PI*Z(null), PI(null)(null), PI*SZ unn apy-
TOH aJleNib «pUCKay), U UMEIoIIre ChIBOpoTOUYHbIe YpoBHU AAT <11 MKkM Ha MOMEHT 1O~
CTAaHOBKH JMarHo3a Npd IPOBEJCHUM 3aMECTUTEIbHOI TepalHu peKOMEHAYeTCsl BHY TPH-
BeHHOE BBelcHHE #anbdal-npoTenHassl UHrHOUTOpa (YemoBedeckoro) 1 pas B HEOEIO B
nose 60 mr/kr [9, 84].

YpoBeHb Y0eqUTEILHOCTH pexoMeHaanuii B (ypoBeHb 10CTOBEPHOCTH 10KA3aTEILCTB 2).

KoMMeHTApHHU. Bonbuitncmeo uccie0o08anuti, cpasHusasuux sggdexmusnocms pasHvix cxem

mepanuuy, 8biAGUTU NPEUMYUWECmBa edceHe0eNbHo20 66e0enus npenapama. Ilokaszano, ymo sma

cxema noseonsem noooepicusamv yposenv AIAT evie nopoza 6e3onacnocmu HA 6ceM UH-
mepeane MexHcoy 86e0eHUIMU U NOBbLULAE YPOBEHb AHMUIIACMAZHOU AKMUEHOCMU.

Onpeoenenue axmuenocmu AIAT- 6 kposu c yeavto n0O60pa 003bl 3aMmecmMumebHOU mepanuu

He peKOMeHOYemcs.

3aMecTHTENbHAd Tepanusl, Kak MpaBUiIo, XOpOoIIo nepeHocHTes. [lobounble peakuyu
0OBIYHO OTHOCUTENIBHO JIETKUE ¥ KYITUPYIOTCS caMocTosTeNIbHO. Hanbonee yacto BcTpedaroTcs

HeOoJbIIast TMXOpaKa U 03HOO, KpanMBHHIIA, TOLUTHOTA U PBOTA, CI1a00CTh, FOJIOBOKPYXEHHE.

AnHadunakcus onpcana, HO BcTpedaeTcs KpaitHe peako. CiiydaeB MapeHTepalbHOIO 3apaKeHUs]
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BUpYCHBIM renaturom 1 BUY (Bupyc uMMyHoAe(pHIIMTa YenOBEKa) U JIETAJIHBIX HCXOJIOB HE
3adukcuposano [71,75,85-88].

. [TauueHTam ¢ smdu3zemoii Jerkux U XpoHHUYECKO# AbIXaTebHON HEAOCTaTOUHOCTBIO pe-
KOMEHAYETCS NPOBEACHHE ANHTENbHOM OKCHICHOTEPAMM MO CTAHJAPTHBIM MOKa3aHHMAM (TIOKa3aHHS CM.
tabn.3) [53,89].

Yposens yoeantebHocTH pekoMenaannii C (ypoBeHb 10CTOBEPHOCTH J0KA3aTeJbCTB —5)

Ta6muma 3. [Moka3aHus kK Ha3HaYCHUIO JUTeTbHON okcureHoTepanuu (J1KT)

Iokazanus Pa0, Sa0, Oco6ble ycnoBus
(MM pr.cT.) (%)
AGcontoTHble <55 <88 Her
OtHocutenbHble (npu Hanu-d 55-59 89 Jlerounoe cepaue, OTeKH, NONTULUTEMUS (re-
YUH OCOOBIX YCIIOBHH) MaToKpHUT >55%)
Het nokazanuii (3a uckioue{ > 60 >90 Hecarypauus npu Harpy3ke
HHEM OCOOBIX YCIOBHIA) Hecatypauus Bo BpeMs CHa
Bosie3Hb JIErkUX C TAXKENbIM AHCIHOE, YMEHb-
iarolpmMes Ha gote O

KommenTtapun. llapamempul 2azoobmena, na komopwix ocrosviéaiomes noxkazanus k KT, pe-

KOMEHOYemCsl OYeHUBamsb MobKo 60 8pemMs CmabUIbHO20 COCMOAHUA DONBHYIX, m.e. Yepe3 3-4 Hedenu

nocne obocmpenus XOBJT [90].

3.2. Xupypruueckue MeTobl JCHEHHS

e [lanmuentam ¢ XOBJI u 6ysuie3Hoit aMmpuzeMoit peKOMeHyeTcs poBeAeHue cyOnobapHoi
ATHITUYHOW pPE3EKIMH JIETKUX [pH HaJMYUH BBIPAXKCHHOW OJBIUIKH (2-4 CTENeHb IO
mMRC), BeI3BaHHOM C/IaBJIEHHEM JIETKOTO KPYIHBIMH OyJuTaMu, MTHEBMOTOPAKCA U Kpo-
BOTCUYCHHS BCJIEICTBHE pa3pbiBa OyJUIbl, HHQUIHPOBaHUS OyJuIsl [1].

YpoBens yoenutebHocTH pekoMenaanmii C (YpoBeHb 10CTOBEPHOCTH J0KA3aTeIbCTB 5)

o [laumentam ¢ XOBJI, ¢ BepxHeaoneBod sMduzeMOH M HH3KOH NEPEHOCHMOCTbIO (U3UUECKOH
Harpy3k peKoMeHIyeTcs NpoBeAeHUe BEPXHEA0NeBoi n003KkTOoOMUM [91].

YpoBenb yOeqUTEILHOCTH peKOMeHaanui A (YPOBEHb 10CTOBEPHOCTH A0KA3ATEbCTB — 2)

KommenTtapuu: [Ipogedenue xupypeuiecko2o ymeHnvuienus obvema neexux (XVOJI) y
nayueHmoe8 ¢ sIMQPu3eMol NOKA3AHO NPU HEKOPPULUPYeMOU 00bluiKe (2-4-1i cmeneHu no wxane
mMRC), O@PBI < 40% om 0oaxcrozo nocie npober ¢ oponxorumuxom, OOJI > 200% om
oonxcnoeo, OEJI > 120% om oonocnozo, cuuxcenuu DLco < 50% om 0ondxcHou, cemepocen-
HOCMU SMQu3eMbl ¢ HATUYUEM USMEHEHHbIX U 300pP08bIX 30H 8 aeekux. [Ipomueonokasanusmu
K npogedenuio XYOJI y nayuenmog ¢ smgpuzemoii eckux sA61810mcs eopacm cmapuie 75 nem,
KypeHue 6 meuenue nocieoHux 6 mecayes, neeounas eunepmensus, PaCO; e nokoe 6onee 55 mm

pm. cm., DLco < 10% u > 50% om oonocrotl, msicenvie KOHKypupyowue 3abonesanus [92,93].

19




B Hacmowee epems o1l YMEHbUIEHUA 0bveMa 1e2Kux 603MONCHO UCNONLIOBAHYUE U MeHee UHBA-

3UBHBIX MEMOO0B C NOMOWBIO IHOOCKONUYECKOU KIanannol bpouxobiokayuu

IIpoBenenne XVOIJI y nmauueHTOB ¢ 3Mpuszemoir Ha ¢oHe nedunuta A1AT He pexo-

MeHnayercs [94-96].

YpoBensb yoeaureibHOCTH pekoMmenaanui C (YpoBeHb JOCTOBEPHOCTH I0KAa3aTedbCTB 3).
KomMmenTapumn. V nayuenmog ¢ oegpuyumom AIAT smgpusema yacmo 10kanu3o6ana npeumy-
wyecmeenno 6 bA3aNbHLIX OMOeNax N1e2KUX Wik HOCUM 2eHepalu308aHHblll Xapakmep, Ymo oe-
naem gvinoanenue XYOJI mexnuyecku 60.1ee CAOICHBIM U 6e0eM K YBETUYEHUIO CMEPMHOCHIU.
e [Ilpu Taxenom TeueHun 3aboneBanus (BeIpaXkeHHast SM(pH3eMa U OJIbIIIKA B TOKOE U MUHH-

MaJIbHOW (Pu3MYecKod Harpy3ke, COXpaHsIOUascs HECMOTpPS Ha ONTUMaTbHYIO MEIHKa-
MEHTO3HYIO ¥ peaOWIMTAllHOHHYIO Tepamuio) peKOMEHAYeTCs pacCMOTpeTh BOIPOC O
TpaHCILTAHTAIlMHU JIeTKuX [97-99].
YpoBeHs yoeauressHocTH pexomenaanmii C (ypoBeHb 10CTOBEPHOCTH 10Ka3aTeAbCTB 4).
KommenTapuu. Buiocusaemocms y nayuenmos ¢ XObBJI, accoyuuposannoii ¢ oeghuyumom
AIAT, nocne mpancnianmayuu 1ecKux He OMAUYALACH OM BBIJCUBAEMOCIU NOCIe MPAHCNAAH-

mayuu nayuenmos ¢ XObBJI 6e3 oepuyuma AIAT.

4. Meaununckas peabuIHTANHA U CAHATOPHO-KYPOPTHOE JIeYeHHe, Me N IHUH-
CKHe NIOKA3aHHUS H NPOTHBOINOKA3AHMUS K NPHMEHEHH IO METOA0B MEeAHIIMHCKOM
peaOHIUTALHM, B TOM YHCJIe OCHOBAHHBIX HA HCNOJIb30BAHHH NPHPOAHBIX Jie-
4eOHbIX paKTOpPOB

. Kypcbl nerouHoii peabunuranumy pekoMeHIyI0TCS NauMeHTaM ¢ 3MGH3EMOM JIErKHX H TOCTOSHHON
OJIbILIKOM, HECMOTPS HA IPOBOJMMYIO TEparuio, a Talkoke pU3HYECKH HEAKTHUBHBIM 0OJILHBIM C Ya-
CTbIMH 00OCTPEeHHIMH MM HeNepeHOCUMOCThIO pu3ndeckoi Harpysku [100,101].

YpoBenb yoeauTeabHOCTH pexoMenaannii C (YpoBeHb 10CTOBEPHOCTH J0KA3aTeIbCTB — S)

. Peabunurauusa saBnseTcs MHOTOKOMIIOHEHTHON MepoH. PexomenayeTcs BiIlouatrh B Mporpammy
JIErOUHOU peabUIMTalMH, HHIWBUAYAIBHYIO ICUXOTEPanuio, odydyeHde, U yedeOHy0 GH3KYJIb-
TYpY C HCTIOJIb30BAHHEM aNMapaToB U TPEeHaXepoB MpH 3a00neBaHUAX OPOHXO0JIErOYHON CUCTEMBI
[102]. AnuTenbHOCT TAKOH MPOrpaMMbl He YCTAaHOBIIEHA, OQHAKO CYMTAETCS, UTO OHA MOXKET IMPO-
noskarbes ot 4 1o 10 Henens [103].
YpoBeHnb y6eauTe bHOCTH pekoMeHAanuii C (ypoBeHb J0CTOBEPHOCTH A0KA3aTeNLCTB — )

®u3HYeCKHE TPEHHPOBKH

. [Tpu npoBeaeHWH AerovHoi peabuanTalum y naiueHTos ¢ smbusemoi serkux u XOBJI pexomeH-
JyeTcs BKJIIOYATh B NPOrpamMMy JedeOHyo GU3KyJIbTYpY C HCTIONb30BAHHEM annapaTroB U TPEHaA-

XepoB npu 3adoneBaHuax OpoHxoserouHoi cuctemsl [104].
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YpoBeHb yOeIHTEIbHOCTH peKoMeHaanuii B (YpoBeHb 10CTOBEPHOCTH J0KA3aTEIbCTB — 2)

KomMmenTapuu: Pazpabomka mpeHupo8ouHsix npozpamm mpebyem uHOUSUOYabHO20 NOOX00a U
3AGUCUIN OM UCXOOHOZO COCMOAHUA NAYUEHING, CINENEHYU TNANCECTNY 3A00IE6ANUA U CONYMCMBYIO-
wux 3abonesanuil, @ maxdsice momusayuu. IIpu nanuyuy coomeemcmeyioujux ROKA3anul 60 8pems

MPeHUposKU Cledyem UCNONb308AMb PA3IUYHBIE UObI PECRUPAMOPHOT NOOOEPIICKU.

B xauecmee gpuzuneckoii mpeHuposKu MOJICHO UCHONIb308AMb 3aHAMUA HA 620601 O0POJCKe UTU
genospeomempe om 10 0o 45 munym Ha oOHO 3aHAMUE C UHMEHCUBHOCMBIO om 50% nuxo6020
nompebneHus KUcIopooa 00 MAkCUMAIbHORO0 Ypoets neperocumocmu [105]. B obwemepanesmu-
YecKoU npakmuxe npu OMCYMCmMeUY pecypcoé O NOTHOYEHHOU peaburumayuu ciredyem pexo-
MEHO08aMb excednesHble npo2yaky (nanpumep: 30 munym, 4 kM — 6 3a8ucumocmu om Qusuye-
CKO20 CIamyca), a maKoice MpeHuposKu ¢ HOMOWbIO CKAHOUHABCKOU X00b0bl. B psioe npozpamm

UMEIOMCA MPEHUPOBKU BEPXHEU 2PYNnbl MblulYy, Ymo yayuuiaem ux Qyuxyuio u cuny [106].

PekoMeHayeTcs BKIIOUATh B MporpaMmy peabuiMTalli TPEHUPOBKY AbIXaTeNbHOH MYCKYJIaTyphbl
C MOMOLLBIO Pa3JIMYHBIX BUAOB YCTPONCTB (AbIXaTeNbHBIX TpeHaxepoB) [107].

YpoBeHnb yoeaAnTe1LHOCTH pexoMeHaanuil C (YypoBeHb J0CTOBEPHOCTH J0KA3aTeIbCTB — 3)

Kommentapun: TpeHuposka pecnupamopHuiX Muludly MOXCem O0a8amb HONOICUMENbHBIH 3¢)-

ghexm, ocobenno 6 couemanuy ¢ 0OWUMU MPEHUPOBKAMU.

V Bcex natiMeHTOB ¢ 3Mduzemoii terkux 1 XOBJI B nporpamMMy JjierouHo# peabrinTalmg peKko-
MeHayeTcs BKIouats o0yuenue [108-110].

Yposenb yoeauTeabHOCTH pexomenganuii C (ypoBeHb J0CTOBEePHOCTH J0KA3aTeJIbCTB — 3)

Kommentapun: Obyuenue nayuenmos a6nsemcs s¢hghexmusHbim cpeocmeom OOCMUNCEHUSL KOH-
KpemHulX yenet, KI0Yas NPEeKpalyeHue KypeHus, NOHUMAaHue psoa 60NpoCo8, CEA3AHHBIX C Mep-
MUHAILHBIMU COOBIMUAMU U YIYUUEeHUs UCX0008 obocmpenull. [{is noJjCUNbIX NAYUEHMO08 MO2YyMm

OKA3amMbCsl ONEIHBIMU MHOZONPOGUIbHBIE 0OPAZ0BAMENbHEIE NPOCPAMMBL.

5. lIpoduiakTHKA M THCIAHCEPHOE HA0/I0AeHHEe, MeINIHHCKHE MOKA3AHHUS U

INPOTHBONMOKA3AHHMA K IPUMCHCHHIO METOA0B ﬂpO(l)l/l.ﬂaKTl/lKl/l

Bcem manueHTaM ¢ sMbuzeMoit jgerkux u aepumurom A1AT pekoMeHAyeTCsl HCIOIb30BaTh

BCe Mepsl T 0TKa3a oT kypeHus [83,108,111].

YpoBens yoeauteabHOCTH pekoMenaanmii B (ypoBeHb 10CTOBEPHOCTH J0KA3ATEJIALCTB 2).

KommenTapun. Omkas om KypeHus — 0CHOBHAA Mepa NPOQUIAKMUKY PA3GUNUSL U 3aMEONEHUA

npozpeccuposanus 3aboaeeanus neexkux npu oegpuyume AI1AT. Ilokazano, 4mo ckopocme CHu-

orcenuss O@B; u cmepmHocmb CHUMICAeMC Yy NAYUuenmos, ycneuwino opocusuiux kypumo [108].
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e [laumentram ¢ XOBJI, a Taxxe nanuenTam ¢ aepurutom A1AT pexomeHayeTCs IPOBEACHHE
BaKIMHAIMK IIPOTHB I'PUIIIIA U THEBMOKOKKOBOM UHQEKIIHHU, a IPU HATWYUH TIOpAKEHHS IIe-
YeHH — BaKIIMHALWY poTuB rematuta B [9, 112,113].

YpoBeHb yoeauTeabHOCTH pexoMeHaanuii C (YpoBeHb J0CTOBEPHOCTH A0KA3aTEJbCTB S).

e YV manueHToB ¢ 3M(MH3EMO JIErKMX PEKOMEHIYeTCs CBEICHUE K MUHUMYMY Bo3aeiicTBue dak-
TOPOB, Pa3IpaKAIONIMUX JbIXaTCAbHBIC Iy TH, TAKMX KaK Ta0a4HbIi bIM (IIAaCCHBHOE KypEHUE),
IBUTH U HcapeHus [9,82].

YpoBeHb yoeauTeabHOCTH pexoMeHaanmii C (YpoBeHb J0CTOBEPHOCTH A0KA3aTE/ILCTB ).

KommenTtapuu. [Ipu uacmom npogheccuoHaibHOM KOHMAKme ¢ MaxKumu akmopamu moxcem

nompe606amvcs CMeHA MeCma pabomol. -

6. Opraﬂmamm OKa3aHUuA MCIII/IIIHHCKOﬁ NMOMOIIIH

IToka3anus 1Sl TOCTIMTATN3aUU B MEAUIMHCKYIO OpraHU3alHIo:

1) 3HaAYMTENILHOE HApacTaHWE TSDKECTH CHMIITOMOB (BHE3allHO IIOSBMBIUASACS TsDKenas
OJBIIIKA)

2) NOSBIECHUE HOBBIX CHMITTOMOB (uuano3, mepudepuyeckue OTeKH, O0Nb B IpyJHOU
KJIETKE)

3) paszButHe TsKenoro oboctpenus XObJI

4) pa3BUTHE THEBMOTOpPaKca

5) HeadheKTUBHOCTh HAYATLHOM TeparTii 000CTpeHUs

6) BO3HHKHOBEHHE OCTPHIX HJIM ODOCTPEHHE XPOHHYECKUX COIYTCTBYOIIUX 3a001eBaHUN

7) cTapyeckHil BO3pacT.

JleueHue B METUITUHCKOM OpraHu3aluy
1) ocMoTp Bpaua-ImynbMOHOJIOTa MJTH Bpada-TepaneBTa He no3aHee 20 MUHYT
2) nyJIbCOKCUMETpHA He no3aHee 20 MUHYT OT MOMEHTA MOCTYIJIEHUS B CTaLllMOHAD
3) KOHCYJBTallUs Bpada-aHECTE3UO0JIora-peaHuMarosiora He no3auee 30 MUHYT OT MOMEHTa
IOCTYIUIEHHS B cTaldoHap (Ipu caTypanuu meHee 75%)
4) oOmmi (KTMHUYECKUI) aHaMH3 KPOBU pa3BEPHY ThIH
5) uccnegoBaHue ypoBHs C-peakTUBHOrO Oenika B KpOBH
6) npuneasHas peHTreHorpadus OpraHoB rpy/IHOW KJIETKH B IPSIMOH MPOEKIMH
7) anexTpoxapauorpaduyecKkoe UccaeI0BaHue
8) ucciaenoBaHUE ABIXATEIBHBIX 00HEMOB C IPUMEHEHHEM néKapCTBeHHLIx npemnaparos) (

9) olleHKa BBIPOXKEHHOCTH OABIIIKH 110 mkare mMRC
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10) Tepamnus JieKapCTBCHHBIMH IIpenapaTaMy AJIs JIE4eHHsT 0OCTPYKTHBHBIX 3a001€BaHuH JbI-

XaTeJbHBIX MyTeHl ¢ KOPOTKAM CPOKOM AEHCTBUS B hopMe A/ HHTaISILMH

11) Tepanus aHTUOAKTEpHALHBIME JIEKAPCTBEHHBIMH IIpENapaTaMy (IIpH MOSBJICHHM THOM-

HOM MOKPOTHI W/uitH 1ipu ypoBHe C-peaktuBHOTO Oenka 6onee 10 mr/im)

12) Oxcurenortepanug (rmpu carypauuu Menee 90%).

1

2)

3)

4

3)

6)

7

8)

IlokazaHud K BBIIMCKE MAMEHTa U3 MEAUIMHCKON Opradu3anum:

NALHEHT CIIOCOOEH MPUHUMATD JUTHTENLHOAEHCTBYOIIE OPOHXOMHTHKY (B2-arOHHUCTHI
H/WIH aHTHXOJMHEPTrHYECKUE TpenapaThl WM KOMOUHAIUIO 3THX NPENnapaToB-« IBOM-
Hasg» KOMOWHAIHA), HIHPHKCHPOBAHHYIO KOMOUHAIUIO [32-arOHUCTOB C aHTHXOJIUHED-
I'MYeCKUMH npenaparaMu 1 WHraasumuoHHbMH [ KC («TpoiiHas» KoMOMHaNus)
HAlMEHT CIocobeH (eC/id paHee OH HaXoaWicsd Ha aMOyJIaTOpHOM BEIEHHH) CaMOCTOSI-
TEJILHO TEPEIBUIaThCS IO KOMHATe

HAlMEHT CHOCOOEH NPUHHMATE MHINY M MOXET CIaTh 0€3 4acThIX MpoOyXKICHHH H3-3a
OJIBIIIKH

KIMHHYECKas CTa0MILHOCTh COCTOSHUS B TeueHHe 12-24 4acoB

CTaOHIIbHBIE 3HAUYSHHUS ra30B apTePHAIBHOM KPOBH B TeueHue 12-24 yacos

HALMEHT UM JIMIO, OKa3hIBAIOIIEE MOMOIIb Ha IOMY, TOJIHOCTBIO IIOHUMAET IIPAaBHIIbHY IO
CXeMy IpHUeMa MmpenapaToB

PELICHBI BOMPOCH JaJlbHENUIIero HabIIoAe s 32 NAUEHTOM (HallpuMeD, MOCEIIECHHS Ia-
L{HEHTAa MEAUIIHHCKOM CecTpoi, CHabXeHHE KACIOPOIOM U IIPOJOBOILCTBHEM)

NALMEHT, CEMbA U JICYAIUH Bpay YBEPEHBI, YTO MALUEHT MOXET yCICIIHO YNPABIATEC B

OBITY.

7. JononuuteabHas nHpopManus (B ToM 4HcjIe GaKTOpPhI, BJIHAIOIIHE HA HC-
X071 3200/1IeBAHUSA WJIM COCTOSIHHSI)

HMeroTcs maHHbIe O BO3MOXHBIX MPpoOyieMax BO BpeMsi 6EpEMEHHOCTH Y HEKOTOPBIX JKEH-

il ¢ geduiurom A1AT ¢ perotunom PI*ZZ (PiZZ). OnncaHo yBeIHYEHHE YaCTOThI BHIKHIbI-
el ¥ MEPTBOPOKICHHH, a TAKXKE Pa3BHTHE MHEBMOTOPAKCa BO BpeMsi OEPEMEHHOCTH Y )KEHIIHMH
¢ HUCXOAHbIM HanmuuueMm Oyyr [114-116]. Tem He MeHee y NMalMEHTOK ¢ TDHKENOH 3MpU3EMOit

HaOMIOJAIUCH YCIIEITHO 3aBEPIIHUBIIHMECS JOHOIICHHbBIE OepeMeHHOCTH [116].

Hepe,u BO3QYIIHBIMHA NEPCTICTaMU ITAITUCHTEI C SM(I)HSeMOﬁ JOJIXKHBI TPOXOJUTH CIICITHAJIb-

Hoe oOcnenoanmne. HeobxoqumMo MpUHUMATE MephI, YTOOBI H30€XKaTh THIOKCEMHUH.

B xone anecte3uu HpH onCpanusixX B BEPXHEM OTACIIC 6pIOIlIHOI71 MMOJIOCTH, a TAKXKE B BOC-
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CTaHOBUTEJILHOM NMEPHO/Ie HEMTOCPEICTBEHHO NOCIIE ONIEPAlluH BaXKHYIO POJIb UTPAET UCKY CCTBEH-
Has BEHTWIALUS JIETKHUX C YUIMHEHHBIM BBIIOXOM. B nociieonepainoHHOM NEpHOAE TAKKE BaXKHO
00€CTeUnTh JPEHHPOBAHNE MOKPOTHI.

. VYponoruyeckue, FTHHEKOJIOTHYECKHE U KOJIOPEKTAJIbHBIE BMEIIATEIBCTBA Y MALIUEHTOB C
nedururom A1AT pekoMeHIyeTcs, IO BO3SMOXXHOCTH, IPOBOJUTH B YCIOBUAX MECTHOH MM Tie-
punypaibHo# anecresuu [117-118].

YpoBeHb yoeaureabHoCTH pexoMeHaanuii C (YpoBeHb JOCTOBEPHOCTH 10KA3aTEJILCTB 4).

KpnTepun OIIEHKH Ka4YeCTBA MEAHIIHHCKOH MOMOIIH

N €HKa BbITIOJIHEHNS
Ne | Kpurepnii On 0

JAuarHocTnka ’M¢pu3eMbl JerKUX

BsinonHeH o0wuii Hu3uKaIbHbINA

1 «ma/HeT»
0CMOTp
BeinosiHeHa OLleHKa HHAEKCA Kypsi-
2 H A M «na/HeT»
iero yesnopeka (nauex-yier)
3 | BeimonHeHa MyabCOKCUMETPHS «aa/Her»
BrinonHena mpuiienbHas peHTre- «Jaa/HeT»
4 | Horpadus OpraHoB I'pyaHOH
KJIETKH B NPSIMON IPOEKIIUHU
BrinosiHeHa KOMIIBIOTEPHAS TOMO- «JIa/HerT»
5 | rpadus opraHoB rpyHOI OO~
CTH .
BrinonHeHo uccieoBaHUE IbIXa- «aa/HeT»

6 | TeIbHBIX OOBEMOB C IPHUMEHE-
HHEM JIEKApPCTBEHHBIX IPENapaToB
Bcem naipeHTaM ¢ NOA03pEHHEM «J1a/HeT»
Ha HACJICICTBCHHBIN JeQUIUT

7 | A1AT BemonHeHO onpeaesieHne
aKTHBHOCTH aib(a-1-aHTUTpUII-
CHHA B KPOBH

VY nauMeHToB ¢ KIMHUYECKUMHA «na/uet»4
npu3Hakamu gedunuta A1AT
W/WJIH CHYDKEHHOH KOHIIEHTpa-
uueit A1AT BeIIOTHEHO Ompee-
neHue ¢peHOoTUIa U TEHOTHUIIa Jie-
¢unura A1AT

[Taumenram ¢ pedumurom A1AT «Ia/HeT»
9 | BemmosiHeHO Y 3U opranos 6proiu-
HOH IIOJIOCTH
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JleueHne yMpu3eMbl JerKux

[Ipu Hamuumu XOBJI HazHaueH
mpernapar ajis JIeyeHHs: OOCTpyK-
TUBHBIX 3a00JIeBaHUI JbIXATEINb-
HBIX ITyTeH B HopMe NI HHTAIIA-
[UHA C JJIUTEIBHBIM CPOKOM IEH-
creus (JAJABA, JJJAX niu xoM-
ounanun  JUJIBA/JJJIAX  wunu
JIBA/IAAX/UTKC)

«na/aer»

Hekypsiue manuenTsl ctapiie 18
ner ¢ ¢ nepumurom A1AT ¢eno-
tunoB Pi*Z7, Pi*ZNull, Pi*Null-
Null b0 ¢ penxkumu gedurur-
HBIMM BapHaHTaMH IPH HAIUYUHU
pECTIPATOPHBIX CHMIITOMOB,
ypoBHe AlAT <11 MKMOIB/1,
O®B; B nmpenenax 30-65%
HanpaBieHbl B pedepeHTCHBIR
HEHTP Ui OOCYXIEHHs BOIpoca
3aMEeCTHTEIbHON Tepalnuu

«namer»

[Tpu Sa02 < 88% HazHaueHa wiu-
TeabHas okcureHoTepanus (JIKT)

«pa/HeT»
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Ipunoxenne Al. CoctaB padoueii rpynnsl no pa3padorke H nepecMoTpy KJIH-
HHYeCKHX peKOMeHAAUH i
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AVUUHbBI, 3aBeayowmi Kadeapoi nynbMoHonormu neueb-
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Benesckui AHapel CTaHcnaBoBuY 3aseaylouwumin Kapegpo nynomononoruv ®AMN0 ®raoy

BO PHUMY um H.U.Muporosa Mun3sapasa Poccun, rnas-
Hblii BHEWTATHbLIW CcneynanucT-nynbMmoHonor [enapra-
MeHTa 34paBoOXpaHeHWs MoCKBbI, Npe3naeHT Poccuid-
CKOro pecnupaTtopHoro obuwecTtsa, npodeccop, A.M.H., 3a-
CNYXKEeHHbIN Bpay PO

I'emOurikas TatesiHa EBrenpeBHa PykoBoautess oTaela TepaneBTUIECKON MMyIbMOHOJIO-
run, HUUIT ®I'BOY BO «Ilepseiii Cankt-IleTepOypr-
CKHIl TOCyJapCTBEHHBIH MEAMIMHCKUN YHHUBEPCUTET
um. akan. M.I1. ITaBnosay M3 PO, nmpodeccop, a.M.H.
Hemko Upuna BrnaaumupoBHa - | 3aBenyromas kadenpoit BHyTpeHHUX Gose3Heit Ne 2 ¢
kypcom I[IO ®I'BOY BO "KpacHosipckuii rocynap-
CTBEHHBI! MEAUIIMHCKUN YHUBEPCUTET UM. Ipod. B.O.
Boiino-Scenernkoro” M3 P®, rinaBHBIl BHENITATHBIH
CHEeIMAIUCT IIYJIbMOHOJIOI, IJIABHBIM BHEIITAaTHBIA
cnenvanict amwieprojor M3 KpacHospckoro kpas,
npodeccop, A.M.H.

3axapoBa Exarepuna OpreBHa 3aBenayromas naboparopueit HaclieJCTBEHHbIX (oie3-
Heii obmena BemectB PI'BHY «Meauko-renetnue-
CKMH HAYYHBIH LEHTP», K.M.H.

UnekoBrnu Muxaun Muxaiinosud Iupexrop HUM uHTEpCcTHIMANBHBIX U Op(aHHBIX 3a-
OoneBaHU# JIeTKHX, 3aB. Kadeapod MyJIBMOHOJIOTUU
@II0 ®TBOY BO «llepsrriit Canxr-Iletepbyprekuit
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akay. W.I1. [TaBnoBa» M3 P®, mpodeccop, 1.M.H.
KapueBckas Haranbs AnaronbeBHa | Hayunsiii cotpynuuk ®I'BY «HMU nynemoHonorum»
DOMEBA Poccun, K.M.H.

Jlemienko Uropes BukropoBuu [Mpodeccop xadenprbl HHGEKITHOHHBIX OONE3HEH, (HTH-
snarpud u nyasmonosorud PI'BOY BO «VYpanbckuii
roCyIapCTBEHHBIN MEIUIIMHCKHN YHHBepcHTeT» M3
P®, rnaBublii Hay4HBIH COTpYIHUK Y panbckoro HUA
¢rusuonyieMoHonorud  —¢puwan OI'bY «HMHUIL
Ol » Munszgpasa Poccun, , Hay4HBIH pyKOBOJUTEID
winHukn « MeanunHckoe o6benquHeHue « HoBas 601b-
HUIa», npodeccop, 1.M.H., 3aCIyXEeHHbIH Bpay PO
Mensuuk Cpetniana FIBanoBHa Bpau nynsmoHomnor-amiepronor, JleTckui myabsMOHO-
norudeckuii 1neHTp PI'BY «Cankr-IlerepOyprekmii
HAYYHO-HUCCIIEIOBATELCKUH HHCTHUTYT (TU3HOIMYJIb-
MoHogoruu» M3 PO, x.M.H.
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Cumonosa Ounbra Uropesna

3aBenyromas OTACICHUEM IIyJIEBMOHOJIOIMH H aJUIEPIo-
norun OI'AY «HaumoHaapHBIH MEIUIIMHCKHH HCCle-
JOBaTeIbCKUM LEHTP 340pOBbs AeTeii» M3 PO, 1.M.H.

Tpymenko Haranes BnagumuposHa

AccucteHT kadenpsl mynsMononorun UKM OI'AOY
BO Ilepeeiit MI'MYVY um. .M. CeuenoBa (CeucHOB-
CKHH YyHHBEpPCHUTET), HayuHbIH coTpyaHuk @I'bY
«HWU nynsMoHoaorun» ®MBA Poccuy, K.M.H.

Iynpxenko Jlapuca BnanumuposHa

3apenyromas  MyJbMOHOJOTHUECKUM  OTACJICHHEM
I'bBY3 «Hayuno-uccnenoBareabckuif HHCTUTYT — Kpa-
eBas KuHH4Yeckas 6onpHua Ne 1 um. npog. C.B. Oua-
noBckoro» M3 KpacHonapckoro Kpasi, TJIaBHBIH BHe-
IITATHBIH CIIELHATUCT TepaneBT-IyapMoHOJOr Kpac-
HOJIAPCKOT'0 Kpasi, 1.M.H.

Kondaukr uHTEpecoB:

Huxkro u3 uneHoB pabodeii rpynbl He IMeeT KOH(IUKTAa HHTEPECOB, CBA3aHHOIO C pa3pa-

OOTKOH U BHCAPCHUEM B KIIMHUYICCKYIO MIPAKTHKY JaHHBIX KIIHHHYECKUX peKOMeHJ_IaHI/If;I.
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IMpunoxenne A2. MeTrogosiorus pa3padoTkn KIHHHYECKUX peKOMEHIALHH

ge.ﬂesaﬂ ayauTopuyd JAaHHBIX KJIHMHHYECCKHX |geK0MeHgagm‘i:

1. Bpad oOmieii mpakTUKK (CEMEHHBIH Bpay);
Bpay-IyJIbMOHOJIOT;
Bpau-TEepAINeBT;

Bpau-TepaneBT NOAPOCTKOBBII;

LA W

Bpaq-TepaneBT y‘laCTKOBblﬁ
MeTtoanl, Henogib3yeMble s cOopa/ceTeKIUM J0KA3aTeIbCTB: IOUCK B 3JIEKTPOHHBIX
0a3ax JaHHEBIX.

Onucanue MeToI0B, HCNOIL30BAHHBIX AJIS OLEHKH Ka4eCcTBA H CHJIBI J0KA3a-
TeJBLCTB: T0Ka3aTe IbHON 6a30i A1 peKOMeHIalMi SBII0TCS Iy OnyKanuy, Bomenmue B Ko-
KpaHOBCKYI0 Oubnuoreky, 6a3n! Aanusix EMBASE, MEDLINE u PubMed. ['nyGuna noucka —
10 ner.

MeToabl, HCII0/1b30BAHHbIE IS OIIEHKH KAa4YeCTBA H CHJIbI 10KA3aTE/IbCTB:

KOHCEHCYC 9KCIIEPTOB;

OLICHKA 3HAYMMOCTH B COOTBETCTBUH C PEHTHHIOBO CXEMOI.

MeToabl, HCII0/IL30BAHHBIE ISl AHAJIN3A I0KA3aTEJIbCTB:

0030pbI OMyOJIMKOBAaHHBIX METAaaHATIM30B;

CHCTEMAaTHYeCKHe 0030PhI ¢ TaOIUIIAMU JOKa3aTEIbCTB.

Onucanue METOA0B, HCIOJIL30BAHHBIX U1 aHAJIN3a J0Ka3aTe bLeTB. [Ipu otbope
myOIMKaluid, KaK MOTCHIHATbHBIX HCTOYHUKOB J0KA3aTeNIbCTB, UCIIOJIb30BAaHHAS B KAXKIOM HC-
CJIETOBAHUH METOIOJOTHS H3YUaeTcs U TOTO, YTOOBI YOeIUThCS B €€ BaIUAHOCTH. Pe3ybrar
H3yUYCHHSA BIUAET HA YPOBEHD JOKA3aTENbCTB, IPUCBAMBAaEMBbIH Iy OJIMKAIMH, YTO B CBOIO OYe-
penb, BIUSAET Ha CUJTY PEKOMEHAIUH.

JIns MUHMMM3aIHH DOTEHIIHATBHBIX OIMHOOK Ka)X0€ UCCIIEIOBAHNE OLICHUBAJIOCH HE3a-
BHCHMO. JI100bIe pa3muuus B OLICHKaxX 00CYXAAINCh Beell IPYMNIIOH aBTOPOB B IIOJHOM COCTaBE.
ITpu HEBO3MOXHOCTH JOCTHXKEHHS KOHCEHCYCa IPUBJIEKAJICS HE3aBUCHMBIH 3KCIIEPT.
Taoaunbl H0KA3ATEIbCTB: 3AN0JHINCH aBTOPaMH KIMHUYECKHX PEKOMEHAAIMH.

Ta6anua 1. IIkana oueHkH ypoBHell 1ocTOBepHOCTH Aoka3aTenbeTs (V1) A1 MeTonOB AMarHo-

CTHUKH (AMarHOCTHYECKUX BMEILATEILCTB)

Yaa Pacmugposka

1 Cucremarnueckue 0030pbl UCCIIEIOBaHUI ¢ KOHTPOJieM peepeHCHBIM METOIOM HIIH CHCTEMa-
THYeCKMH 0030p pPaHIOMH3UPOBAHHbBIX KIMHHYECKUX MCCIEN0BAHWI C NPUMEHEHHEM METa-
aHanM3a
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2 OTaenbHbIE HCCIIETOBAHMS C KOHTPOJIEM pedepeHCHBIM METOAOM HIIH OTAETbHbIE PAHAOMM3H-
pOBaHHble KJIMHHYECKUE WCCIENOBaHHSA U CUCTEMaTHYeckHe 0030pbl UCCIeoBaHUMH 06oro
au3aiiHa, 3a MCKIIIOUYEHHEM PaHIOMU3UPOBAHHBIX KJIMHUYECKUX HCCIIEJOBAaHWH, ¢ MPHUMEHE-
HHEM MeTa-aHaiu3a

3 Hccrnenosanus 6€3 noc/ie10BaTeNbHOr0 KOHTPOIis peepeHCHBIM METOAOM WIH HCCIIE0BAHHS
¢ pedepeHCHBIM METOIOM, HE SBISIOLIMMCS HE3aBUCHMbBIM OT MCCJIEAYEMOrO METOA MM
HEepaHAOMHU3UPOBAaHHbIC CPABHUTEJbHBIE HCCNEJOBAaHHS, B TOM YHUCJE KOTOPTHBIE UCCIIEN0Ba-

HUA
4 HecpaBHuTeNnbHEIE HCCIIEA0BAHUS, ONIMCAHNE KIIMHUYECKOTO Cllyyas
5 HmeeTcs nuinb 000CHOBaHHE MEXaHU3Ma ACHCTBUS UM MHEHHE 3KCHEPTOB

Tab6auna 2. [llkana oueHkd ypoBHeil focToBepHocTH aokasatenscTs (Y 1) ang Metonos npodu-
JIAKTHKH, JleueHus, MEAMLIMHCKON peabuanTaluy, B TOM YHC/Ie OCHOBAaHHBIX HA HCTMOJbL30BAHUU MPUPOA-

HBIX JIe4eOHBIX (akTOPOB (MPODHNAKTHUECKHUX, TeueOHbIX, peabHIUTaLIHOHHBIX BMELIATENbCTB)

YA Pacmngposka

1 CucremaTHueckuii 0630p paHIOMU3HPOBAHHBIX KIMHHYECKMX HCCAEAOBAHUN C NPUMEHEHHEM
MeTa-aHaiH3a

2 OrtaenbHeie PaHAOMU3UPOBAHHBIC KIIHHUYECKHE UCCIIENOBAHHUA H CUCTEMATHUYCCKHC 0630pbl HC-
CJe0BaHMI TI0OOoro J13aiHa, 32 UCKITHOUYCHUEM pPaHAOMHU3HUPOBAHHBIX KIIMHUYECKHX HCCIIC0BA-
HHIA, ¢ NPpUMCHCHUEM METa-aHallnu3a

3 HepaHﬂOMHSMPOBaHHble CpaBHMUTECJILHBIC UCCICAOBAaHMA, B TOM YUCJI€ KOFOPTHLIE HCCIICAOBAHHSA

4 HecpaBHuTEeNBHBIE UCCIEIOBaHHS, ONMUCAHUE KITMHUYECKOTO CJly4ast Wi CEPHUH CIy4aeB, HCClle-
JOBaHHS «CJy4aii-KOHTPOJIbY

5 HMeeTcs nuiub 060CHOBaHWE MEXaHU3MA ACHCTBUS BMelLIATEILCTBA (IlOKJ'lI/IHl/[‘leCKMC HCCIICJ0Ba-
HMSI) WJIK MHEHHE 3KCTIICPTOB

Ta6sauna 3. [lIkana oueHkH ypoBHe# yoeautenbHocTH pekoMernaauui (YYP) ans metonos npo-
(GMNaKTHKK, JUAarHOCTHKH, JI€UeHHs, MEUIIMHCKOMN peabunurauuy , B TOM YHCJI€ OCHOBAHHBIX Ha HC-
0JIb30BAaHUH NPUPOJHBIX JIEUeOHBIX (PaKTOPOB (NMpodHIAKTHUECKUX, JUATHOCTHYECKHUX, JIEYEOHBIX,

peaGUIIMTalMOHHBIX BMELLATENbCTB)

YYP Paciingposka

A CunbHas pekoMeHaauus (Bce paccMarprBaeMble KpUTEpUH 3(Pp(exkTHBHOCTH (MCXOIbI)
ABJIAIOTCSA BOKHBIMH, BCE HCCIIEIOBAHHUS UMEIOT BBICOKOE HIIM YJIOBJIETBOPHTEILHOE Me-
TOJI0JIOTHUYECKOE KaYeCTRBO, UX BHIBOABI MO HHTEPECYIOLIMM HCXO0aM ABJSIOTCS COIaco-
BaHHBIMH)
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B VcnoBHas pekoMeHaauus (He BCe paccMaTpUBaeMble KpHTEpHMH 3(PQexTMBHOCTH (UC-
XO[bl) SBISAKOTCS BaXKHBIMM, HE BCE UCCENOBAaHHS UMEIOT BbICOKOE WIH Y/OBJIETBOPH-
TEeJIbHOE METOJI0IOTHYECKOe Ka4eCTBO H/WIIM MX BBIBOBI MO MHTEPECYIOLUIMM MCXOAaM
He ABJISIOTCS COTIaCOBaHHbIMH)

C Cnabas pexoMengauMs (OTCYTCTBHE NOKAa3aTelbCTB HAUTEXKALUEro KavyecTBa (Bce pac-
CMaTpHBaeMble KPUTEPUH SPPEKTUBHOCTH (UCXObI) ABJISIOTCS HEBAXKHBIMM, BCE UCCIIE-
JOBaHHUS UMEIOT HU3KOE METOIONIONMUYECKOE KaYECTBO M MX BbIBOJbI 110 HHTEPECYOLIUM
MCXOJaM He SBJISIOTCS COrIaCOBAHHBIMH)

[Mopsaok OGHOBIEHHUS KIMHUYECKHX PEKOMEH A,

MexanusM 0GHOBIEHHS KIHHHYECKAX PEKOMEHIANKH peIyCcMaTpiBacT UX CHCTEMATH-
YeCKYO aKTyaIM3allyio — He peXXe 4eM OMH pa3 B TPH I'0Jla, a TaKXKe IPH MOSBICHUH HOBBIX
JAQHHBIX C HO3UIMH J0Ka3aTeIbHOU MeIUIIMHBI TI0 BOIIPOCAM JHArHOCTHKH, JIeUeHHs, TpodHIaK-
THKH H PeabHIIMTAIlMd KOHKPETHBIX 3a00/1eBaHIi, HATMYUH 000CHOBAaHHBIX JONOJHEHUI/3aMe-

yaHuii K paHee yTeepxa¢HHbIM KP, Ho He yaine 1 pa3a B 6 Mecs1eB.

IIpunoxenne A3. CnpaBovHble MaTEPHAJbl, BKJI104Yasl COOTBETCTBHE MOKA3a-
HHH K INPHMEHEHHIO H nponmonoxasalmii, crnoco0oB IIPHMECHECHHUS H 103 Jie-
KApPCTBEeHHbIX NPEeNapaToB, HHCTPYKUUH N0 NPHMEHEHHIO JIEKAPCTBEHHOI0

npemnapara

1. Tlpuka3 MunuctepctBa 3apaBooxpaneHuss P® ot 15 Hoa6ps 2012 r. N 9161 «O06 yTBepx)Ie-

uuu [Topsiika oka3aHus MeIHIMHCKOM MTOMOIIH HAceIeHHIO 10 MPOQHIIO «IYIbMOHOJIOTHS.
2. Tlpuxa3 MunnctepcTsa 3apaBooxpaneHus PO ot 10 mapta 2022 1. Ne 1511 «OO6 yTBEpKACHHH
CTaHIapTa MEIWIMHCKONW MMOMOINM B3POCIBIM IPU XPOHUYECKOH OOCTPYKTHBHON GOJe3HH
JIeTKHUX (IXarHOCTHKA, JIEYCHUE U IUCIaHCEpHOE HAOIIOIEHUE)»
3. Tlpukaz MunucrepctBa 3apaBooxpaneHuss P® or 10 mas 2017 r. Ne 203m

«O0 yTBep)KIeHNH KPUTEPUEB OLICHKH Ka4ueCTBa METUIIMHCKOH MOMOLIH Y.
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IIpunaoxkenne b. AnropuTm aeiicTBuii Bpaya

NauueHT c nogo3peHuem Ha geduumnt A1AT

MaToreHeTnuyeckas Te-
panua ocHoBHOTO 3a60-
neBaHuA

KoHueHTpa-
uua A1AT B
KooBu <0.9

TMNUPOBHUE)

Onpepgenexue ¢e-
HoTUna (3neKTpo-
dopes) nnu rexo-

HOro cneyuanuUcTa

KoHcynbTauma npodunb-

AwnarHocTtuka no-
paxeHua opraHos-

v

A

A 4

muuleHen (KTBP,
®BA, Y31, 6/x
aHa/iu3 KpoBm)

AvarHo3 noareepaeH

3aboneBaHue nerkux

3aboneBaHue neueHn

HET

Ha6:wn}a44e
Peka#fmenpa-

LMK NO n3me-
HeHuto 06-
pa3a ¥U3Hu
Tepanua
XObANn

-KnuHu4veckue nponasne-

-TOMO3UTOTHLIN peHoTMN

HUA

-O®B1< 80%
-Bo3pact > 18 nert
-OTCyTCTBUE KypeHua

OA

A

HabniogeHue

PekomeHAaauun No usmeHeHuto obpasa
MU3IHU

CumnTOoMaTUYECKaAnA Tepanua

PeleHue BONpOCa O TPaHCAAHTaLMUK ne-
YeHu

3amecTuTeNibHaA Tepanua
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IIpunioxenne B. Undpopmanus njd nauHeHTa

Heduuur anbda-1-aHTUTPUIICUHA — 3TO HacledCcTBeHHOe 3alosieBaHHe, BbI3BaHHOe CHIDKCHHMEM
YPOBHS (M OTCYTCTBHEM) O€JIKa, KOTOPBIi OJOKHpYET MOBpexAarouee AeHCTBUE HEKOTOPBIX
(hepMeHTOB.

Hepuuur anbda-1-aHTUTPUIICHHA TIPOSBIIAETCA CHIDKEHHEM ero ypoBHS Hmwke 0,8 r/a
(11 mxmons/1). Ero HemocTaToK MOXET BBI3BATh pa3pylIeHUE TKaHU JIETKUX (3Mpusemy), pa3Bu-
THE XPOHUYECKOH 00CTPYKTHBHON GONE3HM JIeTKUX Wi 3a00sieBaHue TIeueHH (LUppo3).
3abosieBaHMe Jerkux oObIYHO HaumHaeTcsd B Bo3pacte 20—40 JeT u nposBiseTcs OABIIIKON NpH
¢bu3ngeckoif Harpy3Ke, XpUnaMy B IPyAM U KalieM.

[Tocne mocTaHOBKU JAHHOTO JUArHo3a NEePBBIM U CaMbIM Ba)KHBIM IIAroM sBJIIETCSA OTKa3 OT Ky-
peHus. KypeHue BhI3bIBacT pa3pylieHue ajb(a-1-aHTUTPUIICHHA B JIETKUX U YCUJIMBACT MOBpE-
KICHHE JICTOYHOH TKaHW, a 3HAYUT, yCKOPSICT IPOTPECcCHpOBanKe oose3nu. Crnenyer uszlerathb
PETYJISPHOTO KOHTAKTa C JBIMOM, Pa3jIM4HBIMHM a3pO30JIIMHU, TaK )K€ KaK U «IIacCHUBHOIO Kype-
HUs». Jloma xKenaTesIbHO OrPaHUYMTh KOHTAKT ¢ OBITOBOM XMMHUEH, NIBUIBIO, JOMAIIHUMHU KHBOT-
HBIMH.

JleyeHue 6OJIE3HHM JIETKHX, KaK IPAaBHJIO, BKIIIOYAET B ce0s IIpenaparsl [is JIe4eHUus! 00CTPYKTHB-
HBIX 3a00jIeBaHHi JBIXAaTeJBHBIX MyTeH B (GopMe IS MHTaSLIMH, pacmHpsomue OpOHXH H
YMEHbIIAIOIINE BOCMIAJIEHUE B HUX, KUCJIOPOAOTepanuio. I1py Hanu4YnK NoKa3aHHil Ball Jevaliuii
Bpa4 MOXET Ha3HAYUTh TaK Ha3bIBAEMYIO 3aMECTUTEILHYIO TEPANUIO — €XXEHEAEIBHOE BHYTPH-
BEHHOE BBEJICHHE OUHIICHHOTO aNb(al -mpoTernHa3bl HHrUOHUTOPa (YET0BEYECKOI0), Oy YEHHOIO
U3 JOHOPCKOM IIa3Mbl KPOBH.

KpoMe TOro, pexoMeHIyeTCsl €XeroAHas BaKIMHaLMs NPOTHUB IPHUINA M BaKIHWHALKA IPOTUB
MHEBMOKOKKOBBIX HHPEKIMHA KaXIble 5—6 JIeT, a pU HATHYUH 3a00JI€BaHUH [Te€YEeHU — UMMYHH-
3alis MPOTHUB rematura A u B.

B ciiydae uxopanku, 03H00a, YCHIICHUS OJBIIIKH, KAl MK U3MEHEHHUs LIBETA MOKPOTHI ClIe-
IyeT HeMEJIEHHO 00paTUThCs K Bpady.

Hudexuun oco6eHHO OMacHb! VT BalluX Jierkux. [1o Bo3MokHOCTH U30eraiiTe KOHTaKTa ¢ 6011b-
HBIMH NPOCTY10M, rpuriioM. [Ipy NOBBIIIEHHH TeMIIEpaTyphl TElla CBOEBPEMEHHO HAYMHANTE JKa-
POTIOHIKAOILY IO TEPAIIUIO.

[Mpu nedunure anpda-1-aHTUTPUIICHHA TAKXKE UCMONB3YIOT MPOTrPaMMBI JIETOYHON peabunuTa-
1IWH, KOTOPbIE BKIIOYAIOT PU3UYECKHE YIIPAXKHEHHS, TbIXaTeNbHYI0 TMIMHACTUKY, 00y4YeHHE, KOp-
PEKIIHIO UTAHUS U IPOrpaMMBbl OTKa3a OT KypeHus. HezaBuCHMO OT TspkeCTH 3a00IeBaHMs, Clie-

JyeT COBMECTHO C JIeYallluM BpadoM pa3paboTaTh HOAXOASIIHN PEeXHM YIPaXHEHHH.
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ITpunoxenne I'l - I'N. Illkanbl oeHKH, BOPOCHUKH H ApyrHe OL€eHOYHbIE
HHCTPYMEHTbLI COCTOSHMSI MALIHEHTA, IPHBeeHHbIe B KIMHHYECKHX PEKOMeEH-
AALUAX

Hpunoxenne I'l. Ouenka oapimku no mxajge mMRC

Ha3Banue Ha pycCKOM s3bIKE: MOAMGUIHPOBAHHBIH ONPOCHAK BpHTaHCKOr0 MEANIHMHCKOIO
HCCJIEI0BATEIBCKOI0 COBETA I OLIEHKH TSXKECTH OABbIMKH
OpurunansHoe HazBaHue: mMMRC (The Modified Medical Research Council Dyspnea Scale)
Hcrounuk (mybnukanus ¢ Bajiuanuen):
Comparative Study Chest. 1988 Mar;93(3):580-6. doi: 10.1378/chest.93.3.580. Evaluation of
clinical methods for rating dyspnea D A Mahler 1, C K Wells PMID: 3342669
DOI: 10.1378/chest.93.3.580 |
Tum (Mo J4epKHYTE): |
- [IKaJa OIeHKH
- HHJEKC
- BONPOCHHUK
- apyroe (YTOYHHUTH)
Ha3HnaueHue: OlleHKa CTENIEHU BBHIPAXXEHHOCTH OJBIIIKH, KOTOPYIO UCIBITHIBAET NAIUEHT C
XOBJI (xponuueckast 06CTpyKTUBHas OOJIE3HB JIETKHX )
Copnepxanue (1abaoH):

Crenenn TaxecTb Onucanue

0 HET 51 UyBCTBYIO OABIIKY TOJNIBKO NPU CUILHON du3HUecKkoit Harpy3ke

A 3aabIXaKCh, KOraa 6I>ICTpO uay no pOBHOﬁ MECTHOCTH WJIH INOJAHUMAKOCh

1 nerxas

M0 NOJIOTOMY XOJIMY

|

H3-3a oabIIKM 5 XOXKY 1O POBHON MECTHOCTH MeIJICHHEE, YeM JIFOAH TOro |
2 cpeaHss JKe BO3PAcTa, UM Yy MeHS OCTaHABJIMBAETCA bIXaHUE, KOTa st Uy MO POB-

HOI MECTHOCTH B MPUBBIYHOM /1Sl MEHS TEMIIE

S zafpixaloch Mocie Toro, kak npoiay npumepHo 100 m, wiM nocie He-
3 TsDKenas

CKOJIbKUX MUHYT X0AbOBI M0 pOBHOﬁ MECTHOCTH

O4YeHb THA- | Y MeH$ CIIMIIKOM CHJIbHAs OJbIlIKa, YTOOBI BBIXOJHUTb U3 JOMY, UJIX & 3a-
Kenas AbIXaroCh, KOrga oacsaroCb HWin pa3sacBaroCh

Kuttou (MHTepripeTalys): MaUuMeHTy MpeiaraoT BoIOpaTh OHO U3 MATH YTBEPXKIAEHHH, KOTopoe Hauboee
GJIM3KO OMHKCBIBAET €r0 CTENeHb TAXKECTH OABILIKHU: OT 0 («s UyBCTBYIO OJBILIKY TOJIBKO NPH CHIALHOH (U-
3UYECKON Harpy3ke») 10 4 («y MEHs CJAMLIKOM CH/IbHAs OIBILIKA, YTOOBI BBIXOAUTH W3 AOMY, HJIH 5 3a/1bl-
Xal0Ch, KOr1a OIEBalOCh HITH Pa3leBaloChy).

[Mosicuenus: mkaina mMRC no3sonser 6osiee TOUHO OLIEHHTH cocTossHUe nauueHTa ¢ XOBJI.




