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Cnmcok cokpameHuit

A1AT — anbda-1-anTutpurncua

AnAT — anannHaMHHOTpaHChepa3a

AcAT — acnapraramuHoTpancdepasa

I'TT — ramma-riryTamunTpancdepasa

KT — nnurenbHas KUCIOPOAOTEPANUS

JIHK — ne3oxcupuboHyKIEHHOBAS KUCIOTA

KT — xommnbroTepHast tomorpadust

KTBP — xommneroTepHas ToMmorpadusi BRICOKOTO pa3penieHus
MKB-10 — mexxayHapoiHas cratuctTuueckas kinaccuduxamnus oonesneit 10-ro mepecmorpa
OEJI — o01mast eMKOCTb JISTKUX

OOJI — ocTraTouyHbBI 00BEM JIETKUX

ODB; — 06veM GopcupoBaHHOTO BBIZIOXA 32 1-10 CEKYHAY
OOE — pyHK1IIMOHANTBHAS OCTATOYHASI EMKOCTD

OXEJI — popcupoBanHast )KU3HEHHAs! EMKOCTb JIETKUX
XOBJI — xponuueckast 0OCTpyKTUBHasE OOJIE3HB JIETKUX
WK — [MIndd—iiogHas kucmora

IgA — nMMyHOTIOOYIMH Kitacca A



TepMuHBI U onpeaeJeHus

Anbpa-1-aHTUTPUIICUH — UHTUOHUTOD poreas cemeiicTBa CEpIINHOB,
PEUMYIIECTBEHHON MHUILIEHBIO KOTOPOTO SIBISIETCS HEUTPO(MIIbHAS d1acTasa.

Hepumur ansda-1-anturpuncuna (A1AT) — reHeTuyecKu J€TEPMUHUPOBAHHOE
3a0oJieBaHue, BbI3BaHHOE HEAOCTATOYHOCTHI0O A1AT B ChIBOPOTKE KPOBU U MPOSBIISAIONICECS B
BUJIC XPOHUYECKON OOCTPYKTUBHOM OOJIE3HM JIETKUX, IM(PHU3EMBbI JIETKUX, TOPAKEHUS TIEYCHU U
COCY/IOB.

HeiiTtpoduabHass 3jacraza — ¢GepMEHT IIMPOKOrO CIEKTpa JCUCTBHUS, KOTOPBII
pa3pyllaeT 3IACTUH, KOJUIAreH, MPOTEOrJIUKAHbl U JPYTrue KOMIOHEHTBI 3KCTPALEILTIOJIIPHOTO
MaTpHUKca.

XpoHuyeckasi 00CTPYKTHBHasi 00JIe3Hb JIETKUX — 3a00JI€BaHNE, XapaKTepU3yIOLIeecs
MEPCUCTUPYIOIIUM OTPaHHUYEHUEM BO3IYIIHOTO TMOTOKA, KOTOPOE OOBIYHO MPOrpeccupyeT u
ABJISIETCS CJIEICTBUEM XPOHUYECKOTO BOCHAIUTEIBHOIO OTBETA JIbIXAaTEIbHbIX IMyTEH U JIETOYHOU
TKAHU Ha BO3JEMCTBUE MHTAIMPYEMBIX IIOBPEXKIAIOIINX YACTHUI] UJIU Ta30B.

ByJuia — Bo3ayiHast mojiocTb ¢ YeTKUMU POBHBIMM TOHKMMH CTEHKaMU AMaMeTpoM Oosiee
1 cm.

Jlerounasi rumnepuH@UISIUsT — TATOJOTHYECKOE YBEIMYEHHE O00beMa BO3IYX,
OCTAIOILErocs B JIETKUX IOCJE CIIOKOMHOTrO BbIAOXA.

Ocratounblii 00beM JilerkMX — 00BEM BO3AyXa, KOTOPBIM OCTaeTcss B JIETKUX I10
OKOHYAaHHUH MOJHOTO BbII0XA

DOYHKUMOHAJIBHASI 0CTATOYHAS €MKOCTh — 00BEM BO3AyXa B JETKHX U JbIXaTebHBIX

MMyTAX IIOCJIC CIOKOMHOTO BHIOXA.



1. KpaTrkast unpopmanus no 3a00,1eBAHUIO WU COCTOSIHUIO (TPYyIIIe
3a00J1eBAHUIT MUJIM COCTOSIHUIA)

1.1 Onpenenenue 3a00J4eBAHNUS UM COCTOSIHMS (IPYIIILI 3200J1eBaAHUIT MJIN

COCTOSTHM )

OMpuzema Jerkux — CHHAPOMHOE MOHATHE, XapaKTepu3yrolieecs HeoOpaTUMbIM

YBCIUYCHUEM BO3AYITHOI'O IIPOCTPAaHCTBA TUCTAJIBHEC TCPMHUHAJIbBHBIX 6pOHXI/IOJ'I, CBs3aHHOC C

JIECTPYKIMEN CTEHOK anunyca [1,2].

1.2. ITHOJOIHS U TATOreHe3 3200J1eBAHNS HJIH COCTOSHUS (Irpynnbl 3200J1eBaHUNH MJIH
COCTOSIHMA)

B (bOpMI/IpOBaHI/II/I 3M(1)I/13€MBI YYaCTBYIOT PpPa3JIMYHBbIC KIICTOYHBIC W MOJICKYJISIDHBIC

MEXaHU3MBI, KJIFOUYEBYIO POJIb CPEIU KOTOPBIX MUTPaeT MpOTea3HO-aHTHUIIPOTEa3HbIN aAnucOananc,
BBI3BIBAIOIIMM JECTPYKLHUIO AIACTUYECKOTO JIETOYHOI 0 Kapkaca [8].

VYBenn4yeHne MNpOTEOJUTUYECKONM AaKTMBHOCTH B JIETKMX IPOMCXOAUT B pe3yjbTare
XPOHMYECKOI'O BOCHAJIEHUS W MHIpalud MakpodaroB M HelTtpoduiaoB ¢ BblOpocoM
NPOTEOIUTHIECKUX (PEPMEHTOB — CEPHHOBBIX M IIMCTEHWHOBBIX MPOTEAa3, a TAK)KE MATPHUKCHBIX
MetajuionporenHa3. Hambonee wu3ydeHa poib CEPUHOBBIX IPOTEWHA3, TMPEKAEC BCEro
HeUTpouiabHON 3nacTas3bl - (epMeHTa LIMPOKOrO CHEKTpa JeHCTBUSA, KOTOPBIM paspyuiaer
9JIaCTHH, KoJulareH, (UOPOHEKTUH, JIAMMHUH, IPOTEOINIMKAHbl U JIpyrHe KOMIIOHEHTBI
AKCTpALIEIUTIONIIpHOTO MaTpukca [9]. Brinenenune HeHTpopuiIbHOM 31acTa3bl U3 HEUTPO(DUIIOB B
AKCTPAISIUTIONIIPHOE MPOCTPAHCTBO TMPOUCXOAUT IOJ BIMSHUEM pPA3IUYHBIX CyOCTaHIMHA —
npoBocnanuTeNbHbIX — 1UTOKMHOB  (MJI-8, ®HOa), nunomomucaxapujos, (parMeHTOB
OakTepuanbHO cTeHKH [1].

Henocrarok WHTHOMTOPOB TpOoTE€a3 BO3HUKAET JHMOO BCIEACTBHE TE€HETHUYECKH
JNETEPMUHUPOBAHHOTO Je(eKTa CUHTe3a WM CeKpeuuH (BpOXKACHHbIN nepuuut anbpa-1-
AQHTUTPUIICHHA), THOO U3-3a YPE3MEPHOI e3aKTUBAIIMK IPOAYKTAMH OKCHUIATHBHOTO CTpecca.

ITpu XOBJI aucbanaHc B CUCTEME «IIPOTEa3bl-aHTUIIPOTEA3BD) PACLIEHUBAIOT B TOM YHCIIE
KaK CJIEZICTBHE BOCTIAJICHUS, MHIYIIMPOBAHHOTO MHTAIISIIMOHHBIM BO3/ICHCTBHEM ITOBPEIKTAIOIITIX
BEIIECTB (CUTapeTHOTO JbIMa).

Anbda-1-aHTUTPUIICUH —MHTHOMTOP TpOTea3 ceMeicTBa CeprnuHOB (serin protease
inhibitor — serpin), NperMMyIIECTBEHHOI MUIIIEHbIO KOTOPOT'O SBJISIETCS HEUTPO(MIIbHAS d1acTasa
[7,8]. T'en, orBeuarommii 3a mpoaykuuio A1AT, nocur nBa Ha3Banus — SERPINAT (anru. serpin
peptidase inhibitor, clade A), i Pi (proteinase inhibitor) u pacnonoxen Ha 14-it Xxpomocome

(14932.1) [10-12].



Bee amnenn xiaccuuUUpYOTCS B 3aBHCHMOCTU OT IUIa3MEHHOW KOHILIEHTpaLUU H
cBoiicTtB A1AT Ha cnenyromiue Tumsl [9]:
® HOpMaJlbHbIE AJIEIH, OTBETCTBEHHBIE 3a BbIpaOOTKYy A1AT ¢ HOpMaabHBIMU CBOMCTBAMU U B
JI0OCTaTOYHOM KOJINYECTBE;

e e(UIUTHBIE AJJIeNU, IPY KOTOPBIX BhIpAaOaThIBAETCs HEJOCTaTOuHOE KonnyecTBo A1AT;

e HyJIeBbIE ajuieiu, IpU KOTOpbIX A1AT B KpOBU IOJHOCTBIO OTCYTCTBYET;

e ayieNy ¢ HapylieHneM (DyHKIWHU, TpU KOTOpBIX KonndecTBO A1AT He oTnuvaercs OT HOPMBI,
HO OH HE MOKET BBIIIOJIHATH CBOM (DYHKITUH.

Jis  muddepeHIUMPOBKH  Pa3IMYHBIX TEHETHYECKUX BapuaHTOB Mojekyn AlAT
UCTIOJB3YIOT MX MOABUKHOCTB IPH IeKTpodopese, 0003Hauast OykBaMH OT «A» 110 «Z». Amienu
HacJIeYIOTCS 10 KOJIOMHUHAHTHOMY THITY, cerduueckuii penorun A1AT onpenensercs AByMs
aensimu. Hanbonee pactipocTpaHeHHBIM HOpMabHBIM (penoturiom seisiercs Pi*MM (cpenssist
MOJABUKHOCTD ), OTpeiesieMblil y 95% Juil eBponeonaHou pacsl [9].

Hedpuuut AIAT 0ObIYHO BO3HHKAeT B pe3yJbTaTe HACIEJOBAHUA JIBYX IE(MUIMTHBIX
ayeneil. I'eTepo3urorHoe HOCUTENbCTBO AC(HUIMTHOIO aljeliss CKOpee MOKHO paccMaTpUBATh
Kak MpeIpacioaoKeHHOCTh K pa3BUTHIO matojioruu [13, 14].

K OCHOBHBIM NIeUIMTHBIM aJUIENISIM OTHOCSTCS BapuaHThl S U Z, npu KOTopeix A1AT
MOJIMMEPU3YETCS, 3a/1€P)KUBAETCA B IEYEHU U ITOCTYIIAET B KPOBb B KOJINYECTBE, COOTBETCTBEHHO,
40-60 u 10-20% ot HOpMBI [9]. [logaBmstomniee OONIBIIMHCTBO CIIy4aeB KIMHUYECKH 3HAYMMOTO
nepuuura A1AT pa3BuBaetcs npu genorune ZZ (96%). S-amnens npuoOpeTaeT KINMHUYECKOE
3HA4YCHHE MpU coueTanuu ¢ Bapuantamu Z unu QO (HyneBas amiens) [15-17].

B ycnosusx nepunnra A1AT npoucxoauT HEKOHTPOJIUPYEMOE TOBBIIIIEHUE aKTUBHOCTH
IPOTEOIUTUUECKUX (DEPMEHTOB, MPEXKIE BCEro HEHTPOPUILHOMN 31acTa3bl, B pe3yJbTaTe 4ero
AIIACTUYECKUE BOJIOKHA U JPYTHE CTPYKTYPbI SKCTPALEIUTFOJIIPHOTO MaTPUKCa HUKHUX OTAEIIOB
JBIXaTEeNbHBIX IyTEH MOJBEPraloTCs MENJCHHOW JAECTPYKIHMH. OTO MPUBOAUT K TOTEpE
AIIACTUYHOCTH JIETOYHOU TKAaHU, Pa3BUTHIO OOCTPYKTUBHBIX HApYIIEHUN U 3M(PU3EMBI.

Anbga-1-aHTUTPUIICHH oOnanaer BAKHOU IIPOTUBOBOCHAIUTEIBHON u
UMMYHOMO/IYJIUPYIOIIEH aKTUBHOCTBIO — BIMSHUEM HAa LUTOKMHOBBIA MPOQMIb, MHUIPALHUIO
JIEHMKOIMTOB, aKTUBAIHMIO U nponrdepanuio T-muMpounTOB, HEAOCTATOUHOCTh KOTOPOW BHOCHUT
CYILLIECTBEHHBIN BKJIaJ] B pa3BUTHE KIIMHUYECKHUX NposiBieHuil nepuuura A1AT [18].

Baxnyio ponp B moBpexaeHuu Jserkoro npu aepunure AIAT wurpaer kypeHwue.
CuraperHblii AbIM MOXET JONOJHUTENBHO YCWIMBATh MNoiauMepusannio moiaekyn AlAT,
HapylIaTh CUHTE3 AJIACTUHA B JIETKUX, MOAJEPKUBATh HelTpoduibHOe Bocnanenue [19,20].

[Tomumo HapymieHus OajlaHca B CHCTEME MPOTEOJIU3-aHTHUIPOTEOIN3 B KauyecTBE

BO3MOJHBIX HATOICHCTHYCCKHUX MCXaHHU3MOB 3M(I)I/IBCMBI JICTKUX PaCcCMATPUBAKOT IMOJABJICHUC
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aHTHOTeHEe3a B JIETKUX, HapylleHHe OanaHca MeX 1y TOBPEKICHUEM U pereHepaleil mapeHXuMbl
JIETKUX, ayTOUMMYHHbI€ PEAKIIUU B aJbBEOJSIPHOW TKAHU M KaIWUIApPAX JETKUX, YCKOPEHHbBIN
aroITo3, MOBbIIIEHUE BHYTPUALIMHAPHOTO aBieHus [1].

BonwsmmHcTBO cimydaeB ambuzemsl sierkux cBsizano ¢ XOBJI. Kpome Toro, y KypriibImukoB
C HaJIMYUMEM pPECIHUPATOPHBIX CHUMIITOMOB, HO He uMeromux auarHosa XOBJI, smduzema

BBISIBIISLIACH B 52% cityvaes [21].

1.3. dnuaeMuoJa0rus 3a00JeBaHug WM COCTOAHNSA (FPVIIbLI 3200J1eBAHMIT HJIH
COCTOSTHM )

[To nanHBIM MeTaaHaIM3a, IMPHU3EMa BCTPEUACTCS y B3POCIOro HaceIeHus ¢ yactoToi 0,5

~5,7% [3].

B kpynubix snuaemuonoruueckux wuccienopanusx CIIA cpeau OGenoro HaceneHus
muaruo3 SMduzemsl ycTaHoBieH y 3,5%, a XpOHHYECKOH OOCTPYKTHBHOW OOJIE3HU JIETKUX
(XOBJI) —y 6,3% obcnenoBanubIX [4].

Tounas pacnpoctpanenHocts gepunuta A1AT B OOIBIIMHCTBE MOMYJISALUNA HEU3BECTHA,
Yy MHOTHX JIMI] OH OCTaeTCs HeJUarHOCTHPOBAHHBIM.

[To manueIM EBpomeiickoro nerognoro (oHaa, B ctpaHax EBpombl pacnpocTpaHEHHOCTh
nepuruta A1AT Bapeupyer B mnpenenax | k 1800—2500 HOBOPOXKIEHHBIM, YTO COCTABJISCT
nopsiaka 125 Teic. yenoBek [5,6]. B ciydaifHOl BBIOOpKE PYCCKHMX W3 Pa3iIMUYHBIX oOOsactei
eBporeiickoit yactu Poccun acrora Z-amnenu konebanace ot 0,3 1o 1%, wacrora S-annenu — ot
0,2 mo 1,5%. Ilo pacueram, B eBpomneiickoit yactu P®D okomo 17,7 ThIC. TOMO3UTOTHBIX WIIU
KOMITayH/I-T€TePO3UTOTHBIX JIUII TIO S- Wi Z-aJlieu, a Takke 2,6 MIIH. HocuTenel. B a3uarckoi
yacTu 9TU Hudpsl cocTaBisitoT 1,2 Teic. u 500 Thic. cooTBeTCTBEHHO [7]. OAHAKO CYIUTH O YaCTOTE
nedurnuta A1AT B poccUiicKoil MOMyIAIMKM HA OCHOBAaHHUH 3TUX CBEJICHUN HE MPECTaBIACTCS

BO3MOXXHBIM.

1.4. Oco0eHHOCTH KOANPOBAHNS 3200J1eBAHUS WU COCTOSAHUA (Tpynnbl 32001eBaHU N

MJIN COCTOSTHHNN) M0 MeKIVHAPOIHOM CTATHCTHYECKON KIaccuukanuy 0oJiesHei u

npo0.ieM, CBA3AHHbBIX CO 3/I0POBbLEM

J43 Dmopuzema:

J43.0 Cunapom Mak-Jleona

J43.1 [TaunoOynspHas smbuzema
J43.2 llentpunobynspuas smbpuzema
J43.8 llpyras sm¢puzema

J43.9 bynnesnas smpuzema



1.5. Knaccuduxanus 3a001eBaHNs HJIH COCTOSHUS (Ipynnbl 3a00J1eBaHUi MJIH

COCTOSIHMA)

B 3aBucumocTH OT 30HEBI IMOpaXCHUA alliHyCa BBIACIAIOT CICAYIOIIHUE THUIIbL 3M(1)I/136MBI

(Tabm. 1):

e IIeHTpUaLUHapHAas (HEHTPHIOOYIsipHas),

® JIapaccuraljibHasd,

e TaHaMHApHAs (MAHIO0YIIsIpHAs).

B otmensHyo ¢opmy BbAENsA0OT OyJUie3HYI SMpuzeMy, XapaKTepHU3YIOIIYIOCS pa3BUTHUEM

YYaCTKOB JIECTPYKIIMH pa3MepoMm Oosiee 1 cM, KOTOpas MOXKET OBITh UCXOAOM JIt000# (hopmbl

IM(PU3EMEI.

Ta6muma 1. Knaccudukarus smpuzeMbr

XapakTepuCTHKH HenTpuanunapuas | [lananmnapuas ITapacenTajbHas
Mopdonoruueckue paciIupeHue JECTPYKLUs nuddysHoe
LIEHTPaJIbHBIX MEXKaJIbBEOJISIPHBIX pacumpeHue
OTIENOB aluHyca - | IEPEropoiok, anuHyca,  CIMSHHE
pecrupaTOpHbIX BBIPAKEHHOE BHYTPHUA0JIbKOBBIX
OpPOHXHO U | pacluupeHue CTPYKTYp B €IHUHOE
MEKaIbBEOJISIPHBIX anuHyca, IIOTEPsI | BO3AYIIHOE
XO0JI0B HOpPMaJIbHOI IIPOCTPAHCTBO
aHATOMMYECKOU
CTPYKTYPBI JIETKUX
Jlokanuzauus Bepxnue nony, | Huwxuue nomy, | CyOrnieBpanbHO
U3MEHEHUN LEHTpaJIbHbIE OTAeNbl | Tuddy3HOe
MTOPAKECHUE
BPKT-npusnaku JlokanbHble ywacTku | OGIIUpPHBIE 30HbI | JIokanbHBIE
MIPOCBETIICHUS 0e3 | HOHMKEHHOU OKpYTJIbIE, YETKO
BUJIUMBIX CTEHOK IIJIOTHOCTHU 0e3 | ouepueHHbIE YYaCTKU
BUJUMBIX CTEHOK, | MPOCBETICHUS c
obenHeHMe TOHKUMH (< 1 MM)
COCYJIUCTOTO CTEHKaMH
PUCYHKA
[Iprunne CurapeTHslii JpIM Hedpunut A1AT, | CurapetHblii  JabIM,
CUTAPETHBIN JABIM UIUONTHYECKAs

Hedunut A1AT paznensiroT Ha CleIyIOHe KINHUYECKUE TUTIBI:

e nepunur AIAT c mperMyIIeCTBEHHBIM MOPaKeHUEM I'elaTOOMINAPHON CUCTEMBI,

L4 I[e(i)I/II_II/IT AlAT c NMPpEUMYIICCTBCHHBIM ITOPAKCHUEM JBIXaTeIIbHOM CHUCTCMBEI,

e nedunut A1AT ¢ coueTaHHBIM TOPAKEHUEM JIETKUX U TICUCHH.



1.6. Kniuanyeckass KapTHHA 3200J1eBaHUS HJIH COCTOSTHUS (TPyNIbLI 3200J1eBaHNI NI
COCTOSIHMA)

Knuangeckue cUMMITOMBI CO CTOPOHBI ,I[bIX&TCHBHOﬁ CUCTCMBbI IIpU 3M(1)I/I36MC JICTKHUX

HecnenpuaHbl. OCHOBHBIC CUMIITOMBI — 3TO OJIBIIIKA U CHIDKEHUE MEPEHOCUMOCTH (PU3UIECKHIX
Harpys3oxk.

[TepBbIM TposiBIIeHHEM dMHU3eMbI (0OCOOESHHO B ClTydae MmapacenTaabHON IM(PU3EMbI) UITH
OCJIOXKHEHUEM YK€ U3BECTHOTO 3a00JI€BaHUsI MOXKET OBITh CIOHTaHHBIN ITHEBMOTOpaKe [22].

Kak u mnpu OONbIIMHCTBE JPYTrUX HACIEACTBCHHBIX 3a00JICeBaHUM, KIMHUYCCKHE
nposiBienus aepunura A1AT cuabHO BapbUPYIOT U 3aBUCAT OT (PAKTOPOB OKPYIKAIOIIEH CPE/IbI.

Cpenu kimHUYecKuX nposiBiaeHui nedunura A1AT y B3pociabIxX mpeoOIagaroT JErOYHbIC
dopmbl. TUNWYHBIMU  TpoOsiBICHUAMH  3a0oneBaHus  siBhsitorcs  sMmbuzema, XOBJI,
PEIUAMBHUPYIONIHE OpOHXHUTHI, OpPOHXOOOCTPYKTUBHBI CHHIPOM C  COOTBETCBYIOIICH
KJIMHUYECKOH CHMITOMATHKOW - TPOTPECCUpYIOIIas OABIIIKAa NpU (U3UUECKON Harpyske,
3IU30/1bl CBUCTALIETO AbIXaHUs, KallleJb, IPOIYKIUs MOKPOTHI [23-27].

Y mnauuentoB ¢ XOBJI Hamuume BbIpakeHHON oSMpuzembl nerkux no KTBP
accoIMupyercs ¢ 0oJIbIIel CMEPTHOCTHIO U TPOTPECCUPOBAHUEM OCHOBHOTO 3a0o0eBanus [28].

Pan mun ¢ medpunurom A1AT MMeEOT HOpMabHBIE TMOKazareiaw (YHKIUU JIETKHX Ha
MOMEHT MOCTaHOBKH JMarHo3a. TOUYHBII MPOrHO3 (IIPU €CTECTBEHHOM TEYCHHH 3a00JIeBaHUA) Y
JAHHBIX WHAMBUIYYMOB Heu3BecTeH. OJHAKO €CTh JaHHbIC, MOATBEPKIAIIINE HOPMAJIbHYIO
BBDKMBAEMOCTh Y HeKypsiux jul ¢ PiZZ-penorunom [29].

Haubonee pacmpocTpaHeHHONW MPUYMHOW CMEpPTH y TanueHToB ¢ nedunurom A1AT
ABIISIETCSL JbIXaTelbHAas HEeIOCTaTOYHOCTh (45-72% cmepTeii), 3aTeM clieqyeT UUppo3 MEYeHU

(10-13% cmepreii) [30,31].

2. JlnarHocTtuka 3a00/1eBaHUS WJIH COCTOSHHMS (IpPynnbl 3200/1eBAaHMH WJIH
COCTOSIHUI), MEIMIMHCKHE MOKA3AHUA M NMPOTHBOIOKA3AHUSA K IPUMEHEHUIO
METOAO0B IMATHOCTHUKH

BonbimnHCTBO ciydaeB 3MQU3EMbI JIETKUX aCCOLMMPOBAHO C KypEHHEM U HaJTU4YHEM
XOBJI, yto 00yclOBIMBaET HEOOXOIUMOCTh OOCIIEOBaHME Ha MPEAMET HAIWYMs JaHHOTO
3a00JeBaHMs y BCEX JIHIL € IM(pU3eMOil.

Huarnoctuueckue mapkepsl nedpunura A1AT cymmupoBanst B Taba. 2 [9,32].

Tabnuma 2. Jlnarnoctuueckue Mapkepsl aepunura A1AT

IIposiBjIeHUs CO CTOPOHBI OPIraHOB IIposiBjIeHHs CO CTOPOHBI APYITHX OPraHOB
AbIXaHUSA U CHCTEM

Pano Bo3HuKIIas smpuzema (B Bozpacte 10 45 | bone3Hb neyeHn HesICHOM 3THOJIOTUU

JIeT) HekpoTtusupyromuii MaHHUKYJINAT




OMmpuzema Jerkux B OTCyTCTBHE M3BECTHBIX | ANCA-acCOIMMPOBAHHBINA BaCKYJTUT

(haxkTopoB pucKa (xypenwue, | Hannume B cemeitHoM aHamHe3€e dMHU3EMbI
MIPOU3BOICTBEHHOE BO3JICHCTBUE MBUIH U JIp.) | JIETKUX, OPOHXOAKTA30B, O0JIE3HU TIEUCHH,
OMmopuzema c IPEUMYILIECTBEHHBIM | TAHHUKYJINTA JIMOO MOATBEPKACHHBIN
MopakeHueM 0a3aJIbHBIX OT/AEJIOB nepuuut A1AT y KpOBHBIX POACTBEHHUKOB

PazButue XOBJI y nui mosoxe 40 et u/mim | (0COOEHHO y OpaTheB U cecTep)
CO cTaxkeM KypeHus Mmenee 20 mauek-Jjier
BpoHX03KTa3bl HESICHON 3THOJIOTHH
OpoHXHMaJbHAasE acTMa C YCTOWYUBBIM K
Teparuy HapylIeHueM (PYHKITUH JIETKUX

e [lammmentos ¢ XOBJI, ocobenno npu nedroTe 3adosieBanus B Bozpacte <40 jeT, CTaxke KypeHHus

<20 mnauek-ner, sM¢pU3EeMaTO3HOM (EHOTUIIEe, C MPEUMYLIECTBEHHBIM PACIOIOKEHHEM

sMQu3eMbl B 0a3abHBIX OTAEIaX PEeKOMEHIyeTcs TecTupoBath Ha nepunut A1AT [9].
YpoBenb yoenurebHoCTH pekoMenaauuii C (YypoBeHb J0CTOBEPHOCTH 10KA3aTENbCTB ).
KommenTapuu. Pannee gviasnenue oedhuyuma A1AT nozeonum npedynpedums 8o3oeticmeaue
Gaxmopos pucka (KypeHue u 0p.) U MOHUMOPUPOBAMb COCMOAHUE NAYUEHMA.

2.1. ’Kaa00bLI 1 aHAMHE3

[Tpu cOope anamMHe3a y TaIMEHTOB ¢ SM(U3EMOM JIETKUX, BCEM IMallMEHTaM PEKOMEH Ty €eTCs
OLICHUBATh HAJIMYWE OJIBIIIKU, Kalllli, TPOAYKIIMH MOKPOTHI, XPUIIOB B TPYyIH, BO3pacT AeOroTa
KIIMHUYECKHUX MPOSBICHUN, YTOUHSATH HATUYHME TATOJOTHH JbIXaTeNbHOM CUCTEMBI (AM(U3EMBI) U
NIEUYEHHN y KPOBHBIX POJICTBEHHHUKOB, a TAK)KE OIICHUBATh aHAMHE3 KYPEHHUS C pacyeToM MHJEKca
KypALIETO YeJIOBEKa (mavek-yier) AJIsi MCKIFOUEHHs TOTEHIIMAIbHBIX MPHYUH dM(HU3EMbI JIETKHX
[33].

Yposens yoenureabHocTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTEJIbCTB 4).
Kommenmapuu: Knunuueckue nposignenuss HAUUHArOmMcsl, KaxK npaguio, 6 cpeonem gospacme (32—
41 200), xoms onucana 3HayumenvbHas 8apuabenrbHocms eépemenu ux oeoroma [9,34-36]. Ha
CKOPOCMb PA3BUMUS U MANCECTNb NOPANCEHUS JIe2KUX CYUjeCmEeHHoe lUsHUEe OKA3bl8aom pso
sHeWHUx (8 nepgylo ouepedb KypeHue) u 2cenemuueckux ¢hakmopos. Oouaxko auya c
Hedocmamounocmovio A1AT moeym 6onemo XOBJI 0asice npu omcymemeuu KypeHus 6 aHamuese.
YV nayuenmos XOBJI ¢ oepuyumom AIAT no cpasnenuro ¢ 6orvnvimu XOBJI 6e3 nezo
bonee @vlpadiceHa 00bIUWKA, XYdHce KAYeCmeo JHCUSHU U (DYHKYyuoHanrbHule noxazamenu [37]. K
gaxkmopam pucka 6vicmpozo npocpeccuposanus XObBJI y nayuenmos c¢ depuyumom AIAT
OMHOCAMCA KypeHue, NPUHAONIEHCHOCHb K MYHCCKOMY NOJLY, 0e010m KIUHUYEeCKUX NPOA6IeHUll 8
so3pacme 30—44 nem, ODBI 6 unmepsane 35—-79% om Ooadxcnozo, ompuyamenvhas npooa c

oponxonumuxom u Huskuu yposetvo AIAT.
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Bcex manmenToB ¢ neduiurom A1AT He3aBUCUMO OT BO3pacTa peKOMEHAYETCS pacClpalinBaTh
0 HAJIMYUHM CUMITOMOB CO CTOPOHBI T€NaTOOUIHAPHON CUCTEMBI, IS UCKJIFOUEHUS MaTOJIOTHU
MEYEHU U JKEITYEBBIBOISIINX MTPOTOKOB[38-40].

YpoBenb yoeauTeabHOCTH pekoMenaanuii C (ypoBeHb J0CTOBEPHOCTH I0KA3aTEJIbCTB S).
Kommenmapuu: Y Hexomopvix nayueHmos 6e3 NpusHaKo8 panHe2o 3a001e8aHus nedeHu
803HUKAem HapyuleHue (QYHKYuu nedeHu 6 noopOCMKO8OM 6o3pacme u nosdce. llopasicenue
neyeHu 60 63POCIOM B603pACme NPOABIAEMCS MENKO- U KPYNHOY3I08bIM YUPPO3OM U HACMO

nPUBOOUM K PA3BUMUIO 2eNAMOYENNIONAPHOU U XOJAHSUOYENLTIONAPHOU KapyuHombl [38-40].

2.2. DuzukajabHoe 00cae10BaAHHE

[Ipn ¢usukanbHOM OOCIETOBAaHUM MAlMEHTOB C A3MQPHU3EMOIl JErKHX, Kak MpaBHIIO,
BBICITYIIIMBAETCS OCTIabIEHHOE AbIXaHHE MIPH ayCKYIbTAlUN U KOPOOOUYHBIN 3BYK IIPU MEPKYCCUU,
MOXKET OINPEACNSATHCS MapaJoKCAIbHBIN Mybc. K XapakTepHbIM KOHCTUTYLHOHAIBHBIM YepTaM
TaKHUX MAallMEeHTOB OTHOCSITCS CHUKEHHBIN MHJIEKC MAcChl Tea, 004KooOpa3Has Ipy/iHas KJIeTKa C
TOPU30HTAIBHBIM  PACIHONIOKEHUEM pebep, CIIIaXEeHHOCTh MEXPEOEepHBIX MPOMEKYTKOB,
LHIMPOKUH 3nuracTpanbubiid yroia [1,41].

[Ipu mpoBeneHnn (PpU3MKATBFHOTO OCMOTpPa y MAIMEHTOB C MOJO3PEHHEM Ha JEUIHT
A1AT HeoOxomuMO Takke oOpamaTh BHUMAHHE Ha COCTOSIHHE T'eaTOOMIMAPHONH CHCTEMBI H
KOKHBIX TOKpoBOB. [lpu nedunure AIAT ¢ nmpeumyiecTBEHHBIM MOPAKEHUEM IEUYECHU IMPHU
OCMOTpPE MOTYT OBITh BBISIBIICHBI TPU3HAKU IIUPPO3a MEUSHHU.

OpHuM U3 KIMHUYECKUX NposBiaeHui aepuuura A1AT sBiasercs HEKpOTHU3UPYIOLIUN
NAHHUKYJIUT, Ui KOTOPOIO XapaKTEpHO MOSBJICHHE MOJKOXKHBIX Y3JIOB Ha 00JIaCTH SArOJul,

HIDKHEHN JacTu JKUBOTA, IPOKCUMAJIbHBIX OTACJIIOB KOHEYHOCTEH.

. Y Bcex mnamueHToB C SM(U3EMON JIETKHMX PEKOMEHAYETCS HCIOIb30BaHNE
MyJbCOKCUMETPUH AJIs1 OLICHKH HACHIIIEHUs TeMoriodrHa kuciaopoaom (Sp0.) [42, 119].

YpoBeHb yoeauTeJbHOCTH pekoMeHaauuii B (YypoBeHb 10CTOBEPHOCTH 10KA3ATEILCTB 2).

2.3. JlaGopaTopHbIe TMATHOCTHYECKHE HCCJIeT0BAHUSA

. [Tanmentam ¢ sMmpuzemoit jerkux mnpu 3HaueHun Sa0r <92% mno [gaHHBIM
MyJIbCOKCUMETPUHN PEKOMEHIyEeTCsl IPOBEICHUE aHAM3a ra30B apTepHaIbHON KPOBU AJI OLEHKU
BBIPOKEHHOCTHU TUTIOKceMun [42].

YpoBeHb  yOeaMTENbHOCTHM  pekoMeHAauuid A  (YpoBeHb J10CTOBEPHOCTH

A0KA3aTeJNbCTB — 2)
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e BceMm mamueHTaM ¢ TMOAO3pPEHHEM Ha HacieAcTBeHHBIN aehunut A1AT pexkoMeHmayeTcs
ompeeseHue akTUBHOCTH ajb(da-1-anTuTpurncuHa B kposu [9,23,39,40].

YpoBennb yoenureabHocTH pekoMeHaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTEJIbCTB 4).

Kommenrtapuu. B ycrnosusx P® onmumanvhvim seisemcs onpeoeienue yposus AIAT
MemooomM UMMYHOmMYpoOuOuMempuu, npu Komopou Hopmarehbimu 3Havenuimu AIAT 6
cvlgopomke Kpogu 6yoym cuumamucs 0,9-2 2/n (npu uzmepenuu memooom Hegeromempuu — om
200 4 e/n) [23].

IIpu unmepnpemayuu pe3yiomamos ciedyem y4umvléams, 4mo npu UH@OEKYUOHHBIX U
B0CNANUMENILHBIX PeaKyusix, OnyxXoisax, cmpecce, uioke, bepeMeHHOCmU, npueme npenapamos,
BKIIOUAIOWUX 8 COCMAB seuyecmaa u3 epynnvl scmpozenonos (ATX G03C), yposenv AIAT 6 kposu
nosviwiaemess  [39,40].  Hccnedosanue ayuuie npogooums 6He Nepuooa  000CmpeHust
accoyuupogannwvix ¢ oepuyumom A1AT 3a6onesanuii [45].

e Ouenka ypoBHS al-ppakuuu TI00YyJIMHOB MpPH ONPEACNCHUU COOTHOIICHUS OEIKOBBIX
dpakumii MeTogoM 3JeKTpodope3a WIM METOJOM BBICOKOUYBCTBUTEIHLHOTIO KAWJUIIPHOTO
anexkTpodopesa ¢ 1enbio nuarnoctuku aedunura A1AT He pekoMeHayeTcs, Tak Kak TpeOyeT
JaTbHEUIIMX UCCIIEA0OBAaHUM U1 MMOATBEPKICHUS quarnosa [9,48].

YpoBenb yoenureabHocTH pekoMeHaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTEJIbCTB 5).

Kommenrtapuu. Cuuoicenue aubo omcymcemeue @pakyuu al-2no0yiunod npu pymuHHOM

anekmpoghopese 6enkos niazmvi Kposu Nno3eojasem 3ano0o3pume Haiudue oepuyuma AIAT,

nockonvky on cocmasnsem 80-90% al-enodoynunos kposu.

e Bcewm nanuenram c¢ pepuuurom AIAT pekoMeHayeTcs €XEeroaHoe HUCCIeI0BaHUE aHaIn3a
KpPOBHM OMOXUMHUYECKOTO OOIIETeparieBTHIECKOTO C HCCIIe0BaHUEM YPOBHS allbOyMUHA B KPOBH,
WCCJICIOBAHMEM YPOBHS 00mIero OwimpyOrHa B KPOBH, ONpPEIEICHUEM AaKTUBHOCTH
acrapTaTaMuHOTpaHc(epasbl B KpOBH, ompeieIeHuEM aKTUBHOCTH
aTaHMHAMUHOTpaHchepassl B KpOBH, ornpeeNeHueM AKTUBHOCTH ramma-
rIroTaMunTpancdepasbl B KpOBU U HCCle0BaHNE YPOBHS TPOMOOITUTOB B KpoBH [47].

YpoBennb yoeautreabHocTH pekoMeHaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTEJIbCTB 5).

KommenTapuu. V nayuenmos ¢ oepuyumom AIAT uacmo ewisaensiemcs mMpau3umopHoe

nogviulenue mpancamunas. CHudceHue cuHmemudeckou @yHKyuu nedeHu (CHUdMCeHue

anbOyMuHa) u mpomooyumoneHnus 6oiee cneyupuyHvl 01 Yuppo3a nevexu.

2.4. UHCTPpYMEHTAJbHBIE TMATHOCTHYECKHE HCCICTOBAHUSA

MeTtobl BU3yanu3anuu
e Bcem namueHtaM ¢ MOJ03peHHEM Ha SMdu3eMy JErKUX PpPEeKOMEHAYETCS MPOBOAUTH
IPULIEIBHYI0 PEHTIeHOrpaduio OpraHoB TPYJHOW KIETKM B NPSIMOM MPOEKUUH IS
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MOJATBEPXKJIEHUSI JAMarHo3a MWCKIIOUEHUs JApyrux 3a0oyeBaHUil OpraHoB JbIXaHUS H
cpenoctenus [43,44].

YpoBennb yoenureabHocTH pekoMeHaanuii C (YypoBeHb J0CTOBEPHOCTH 10KA3aTENbCTB ).

KommenTapuu. K xapakmeprvim npusnakam amguzemol 1e2Kux OmMHOCAMCA HU3Koe CIosiHue U

ynjaoweHue ouappasmvl, SepMUKAIbHOE NON0NCEHUE Cepoyd, YeeludeHue nepeoHe3aoHe2o

pasmepa 2pyOHOU KIemKU U pacuiupeHue pempoCmepHalbHO20 HPOCMPAHCMEd, 0OeOHeHue

JIe204YH020 PUCYHKA, YACMO 6CmMpedaemcs 20pU30HMalbHoe pAcnonoxicenue pebep u pacuupenue

MeACPeOEPHbIX NPOMENCYMKOS.

s nayuenmos c amgpuzsemoti Ha pore oepuyuma A1AT bonee xapaxmepHo nopaxiceHue HUNCHUX

omoenos.

YV wacmu nayuenmos c¢ om@uzemou JnecKux Ha HAYATbHLIX OMANAX UBMEHeHUs Ha

PEeHmeeHo2pamme Opearos 2pyOHOU KIemKU MO2Ym Omcymcmeo8ams.

e V QalMeHTOB C BIEPBBIC BBIABICHHON SM(U3EMON JErkux, HATUYHEM pPECIUPATOPHBIX
CUMIOTOMOB H/WJIM U3MEHEHHEM IoKa3aTenel QyHKIUU JEeTKUX PeKOMEHAYeTCsl IPOBEACHHE
KOMIbI0TepHON ToMorpacduu Beicokoro paspemienus (KTBP) opranos rpyanoit kinetku [49].

Yposenb yoenureabHocTu pekoMeHaauuii C (ypoBeHb 10CTOBEPHOCTH J0KA3aTEJNbCTB — 4)
KommenTapuu. KTBP opeanog epyOoHotl KiemKu S615emcsi Hauboee y8cmeumenbHblM U Ceyu@uyHbim
Memooom O BblABNIEHUA, OYEHKU 6blpaAdNCEHHOCMU U MOp@OJZOZM‘IeCKOIZ xapakmepucmuku 3Mgbu3esz
néekux [50].

Omepuzema npossisiemcs 8 uoe omoenbHbIX YUACMKO8 NOHUNCEHHOU NIIOMHOCMU 03 KaKux-1ubo

epaHuy UIU O2PAHUYEHHBIX MOHKUMU (MeHee | MM) cmeHKamu, 8 yeHmpe mMaxkux npoceemieHull

Modicem Haxo0UmvbCst MOYKA — 6€Meb JIe20UYHOU apmepuu.

Ilpu oeguyume AIAT xnaccuueckum npuszHaKom sA6IAemMcs NAHA0OVIAPHAS dMpuzema ¢

npeuMyuecmeeHHbIM HOPaXCeHuem HUMCHUX oonell nteekux [1,9].

Haubonvweri uyecmsumenvHocmvio u cneyu@uuHoOCmvbio 8 OyeHKe HpocpecCupo8anisl
omepusemsbl obradaem Memoo pPeHmeHOOCHCUMOMEeMpPUlY, KOIUYECMEEHHO OYeHUBAIOWUL
sbipaxcenHocmv dompuzemol [49,51].

e Pexomennyerca peryispHoe npoeneHne KTBP opraHoB rpynHOW KIETKM U1 OLICHKH
IIPOrpeccupoBaHus YMPU3EMbI Y TAIIUEHTOB C TSHKENBIM Aepuiutom A1AT [52].

YpoBeHb yoeauTeJbHOCTH pekoMeHAanuii B (YpoBeHb 1OCTOBEPHOCTH 10KA3aTENbCTB 2).

OyHKIMOHATbHAS TUAaTHOCTUKA

. Bcem manmentam ¢ momospernmeM Ha XOBJI u sMuzemy Jerkux peKOMEHIyeTCs
MPOBOJIUTH CTUPOMETPHUIO C OPOHXOIMIIATAIIIOHHBIM TECTOM JIJISI BBISBIICHHUS U OLIEHKU CTETICHH TSHKECTH
00CTPYKIINY IbIXaTeNbHBIX myTei [53,54].

YpoBeHb yoenuTeIbHOCTH PeKoMeHAaNuii 4 (YpPOBEHDb TO0CTOBEPHOCTH A0Ka3aTeJbCTB - C)

13



e BceM manmMeHTaM ¢ BBIPAKEHHOW HM(OU3EMON JIETKUX M HAJIWYUEM PECIHPATOPHBIX
CUMIOTOMOB  pEKOMEHAYEeTCS IpoBeAeHHE OoaurieTusMorpaduu U UCIEJOBaHHE
¢ Py3MOHHOHN CTTOCOOHOCTH JIETKUX [55,56].

YpoBenns yoenuteabHocTd pekomenaanuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTeJIbCTB - 5)

KomMmeHnTapuu. Memoodwvl ucciedoganus ne2ounvix 006vemos u oug@y3uoHuol cnocoonocmu
JIe2KUX AGNAIOMCA bolee Uy8CMEUMENbHLIMU YeM CRUPOMempust Ol OYeHKU HYHKYUOHATbHO2O
cmamyca nayueHmos ¢ IMQpuU3eMoul 1e2Kux.

Hna smgpuzemsr neekux xapaxmepuo cHudcenue DLco menee 80% om O0ondchwix eenudur npu

00HOBPEMEHHOM CHUdICeHUU 00vema ghopcuposantozo eviooxa 3a 1 cex (ODB ;) menee 80% om

00JIXHCHO20 U/UNU NO8bIUEHUU Ocmamoyno2o obvema neekux (OOJI) bonee 120% om dondicnozo, a

maxoice yeeauuernuu POE u omnowenuu OOJI/OEJI [57,58].

e [lanuentam c aeduuurom AIAT, He cONMPOBOXKIAAIOMIMMCS KIMHUYECKUMHU MPOSBICHUSIMU,
PEKOMEH IyeTCsl IPOBE/IEHNE CITUPOMETPUH Ha dTare nepBUYHOro odcienoBanus [59,60].

YpoBensb yoenureabHocTH pekoMenaanuii C (ypoBeHb J0CTOBEPHOCTH 10KA3aTENbCTB 4).
KommenTapuu. /1o oannviv cnupomempuu y nayuenmos ¢ oegpuyumom AIAT onpedensiemcs
NpeuUMyyecmeeHHo OOCMPYKMUBHBIN MUN HAPYUIeHUL, ) MHO2UX RAYUEHMOE Onpeoesiemcs
0bpamumocms OPOHXUATLHOU 0OCMPYKYUU.

Panusaa  ouacnocmuxa @yHKYuOHANbHLIX U3MEHeHUll (OPOHXUANbHOU 0OCMPYKYUU)
N0360JI5leN C8OEBPEMEHHO NPUHAMb Mepbl N0 YCMPAHEHUIO (DAKMOPO8 DUCKA NOBPEHCOCHUS.
neekux, Hauams mepanuio XOBJI u paccmompems éonpoc o cneyuguueckot mepanuu depuyuma
AIAT.

e [lanmentam c nerouHoit Qopmoii nepururta A1AT BHayane peKOMEHIYETCS MPOBOIUTH
CIUPOMETPUI0 Kaxable 6—12 MecsmeB Ui HCKIIOYEHHUS OBICTPOTO MPOrpPEeCcCHPOBAHUS
3a00JIeBaHUs, TIOCIIE YEro YacToTa UCCIeI0BaHUN MOXKET ObITh CHIKeHa [9,47].

YpoBeHsb yoeauTeabHOCTH pekoMeHaanuii C (YypoBeHb 10CTOBEPHOCTH 10KA3ATEJILCTB 5).
KommenTapuu. Cxopocme cnuscenus ODBI npu oegpuyume AI1AT cunvro sapbupyem y pasHvix
nayueHmos.

o [lanmentam ¢ nedpurutoM A1AT pekoMeHIyeTcs €XKEroJHO MPOBOIUTH YIBTPA3BYKOBOE
uccienoanne (Y3U) opranoB OpIONIHOM MOIOCTH JIsI UCKIIFOUEHUS MPOSBICHUS OOJIE3HU CO
CTOpPOHBI nieuenu [47].

YpoBenb yoeaurteabHocTH pekoMenaanuii C (YypoBeHb 10CTOBEPHOCTH 10KA3aTeJbCTB S).

2.5. UHble TMAarHOCTHYECKHE HCCIST0BAHUSA

(DeHOTI/IHI/IpOBaHHe H TCHOTUITMPOBAHUEC
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[Tox TepmMuHOM «(hEHOTHID» MPUHATO MOHUMAThH IKCIIPEcCHIo onpeaeneHnoro tuna A1AT,

a TIOHATHE TEHOTHII OTPaXkaeT Crenu(PUUEcKyr0 KOMOUHAIIUIO aJlIeIIeH.

e Bcem manuentam ¢ kinuHHYeckuMH mnpusHakamu geduuuta A1AT (cm. Tabm. 1) w/mim
CHI)KEHHON KoHUeHTpauun AlAT B CBIBOPOTKE KpPOBH PEKOMEHIYETCS IPOBOJIUTH
onpeneneHue ¢penoruna u renoruna [39,40].

YpoBenb yoeaurteabHOCTH pekoMenaanuii C (YypoBeHb 10CTOBEPHOCTH 10KA3aTeJbCTB 4).

Kommentapum. [ enomunuposanue obnadaem  Haubonvbwieln  Yy8CMEUMENIbHOCIbIO U

cneyuguunocmoio 01 onpedenenus depuyuma AIAT (S- u Z-annenu). Ilo yposuio AIAT &

CblBOPOMKE KPOBU HEBO3MOIICHO Npeononodxicums cenomun oegpuyuma A1AT.

T'enomunuposanue npogooumcs memooom anneibcneyuguueckon amnauguxayuu (01

svisgnenus ainerei S u Z) unu npsameim cexkeenuposanuem JHK, evioenrennoii u3z aoodvix

A0pocodepAHcaux Kiemox 0Jis 8blasieHusi peOKux mymayuil [46].

Onpeoenenue penomuna AIAT (A—Z) pekomendyemcs npo8oouUms ¢ NOMOUbIO MOHKOCIOUHO20

usoanekmpuyeckoeo ¢okycuposanus [9]. Hauanvnvimu Oykeamu angasuma o0003nauarom

8apUAHMbL C BbICOKOU CKOPOCMbIO NepemelujeHus, KOHeUHbIMU — nepemMeuarouuecss ¢ HU3Kou

CKoOpocCmbio.

3. JleyeHne, BKJIKOYAS MeIUKAMEHTO3HYI0 H HEMEIUKAMEHTO3HYI0 Tepanum,
AMETOTEPaNuIo, 00e300,1uBaHNe, MEAMIUHCKUE OKA3AHUS H
NMPOTUBONOKA3AHUA K NIPUMEHEHUI0 METOI0B JIeUeHMsI

3.1. KoncepBaTuBHas Tepanus

. Bcem nanuentam ¢ sMpu3eMoit Ierkux peKkoMeHAyeTcs 0TKa3 oT Kypenus [61,62].
Yposens  yOenureabHocTH — pekomeHaaumii C  (ypoBeHb  [JOCTOBEPHOCTH

A0Ka3aTeJbCTB — 4)

. [Tpu oTCcyTCTBUU MPOTUBONOKA3aHUH JUIS MOAJEPKKH YCHIIMH 10 MPEKpaleHHUIO
KypeHUs] peKOMEH/IyeTCsl Ha3Ha4YaTh Mperapartkl, IPUMEHseMbIe TIPH HUKOTHHOBOH 3aBUCHMOCTH
[63-67].

YpoBeHb  yOeqUTENIbHOCTH  peKOMeHJauMiik A  (YpoBeHb  [OCTOBEPHOCTH
AoKa3areabcTB — 1)

Kommentapuu: @apmaxomepanus  s¢ppexmusno  noooeposcueaem  ycuius  no
npekpawenuto Kypenus. K npenapamam nepeoul aunuu ons neduenus mabauHol 3a8UCUMOCTU
OMHOCAMCSA 8APEHUKIUH, HUKOMUH, 8 MOM Yuciie 8 hopme mpancoepMaibHol mepanesmuieckou

cucmemal.
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e V manmeHToB ¢ 3Mbuzemont nerkux, ooycnoriaeHHo XOBJI w/mmu pedpumurom A1AT,
PEKOMEHAYETCsl UCIOJIb30BaTh JIMUTEIBHOTO ACHCTBUS aHTUXOJIMHEPTUYECKUEe CpeACcTBa
(IOAX), cenextuBHbie 6eta2-aapenomumeTuku (AIBA), rmokokoptukouasl (UI'KC) — B
dbopme s MHTANANWN — W, KOMOMHANMU nepeuncineHubix npenapatoB (AJBA/JIAX,
JABA/UT'KC, AABA/JAAX/UT'KC) o ctanaapTHeIM mokazaHusm [9,53].

YpoBenb yoeaurTeabHOCcTH pekoMenaanuii C (YypoBeHb 10CTOBEPHOCTH I0KA3aTeJbCTB S).

Kommenrtapun. Jlevenue XOBJI nposodumcs 6 coomeemcmeuu ¢ MeNCOYHAPOOHbIMU U

omeyecmeeHHbIMU PEKOMEHOAYUAMU NO TeUeHUI0 OAHHO20 3a001e8aAHUSL.

o Jlnsa neuenust oboctpenuii XOBJI Ha pone aedpuinura A1AT pekoMeHIyeTCsl yBeIMUEHUE 7103
IpernapaToB sl JIedeHHs] OOCTPYKTHBHBIX 3a00JIEBaHWM JIbIXaTENBbHBIX TyTed B (opme
WHTAJSAUN, HAa3HAYCHHE KOPOTKUX KYPCOB TITIOKOKOPTUKOWIOB ACHCTBUS, MPU U3MEHEHHU
CBOICTB MOKPOTHI — paHHEE WCIIOJIIb30BaHUE AHTUOMOTHUKOB, a TaKXKe IPOBEICHHE
pecnupaTopHO NOAAEPKKHU IPU HATUYUM NoKa3aHui [1,9,23].

YpoBens yoeaurteabHocTu pekoMenaanuii C (ypoBeHb J0CTOBEPHOCTH /I0KA3aTeJILCTB 4).

KommenTtapuu. Ob6ocmpenus XOBJI, ocobenno ¢ npusnaxamu 6axmepuaivHou ungpexyuu, y

nayuenmos c¢ oegpuyumom AIAT xapakmepu3zyromcs uz66imouHolU 31ACMA3HOLU AKMUBHOCIBIO, 8

C653U C YeM aKMUBHOE IeYeHUe O0NNCHO OblMb HA3HAYEHO KAK MONCHO panvlue.
3amecTHTEIbHAN Tepanus

Ha cerogusmuuii neHb €AMHCTBEHHBIM JOCTYHNHBIM CHEUU(DUUECKUM CPEeACTBOM
nedyeHus 3M¢pu3eMbl Jerkux, odycinoBieHHol nedpunutom A1AT, sBnsercs BHYTpUBEHHas
3aMecTUTeNbHas Tepanus aidbdal-npoTenHasbl UHTHOUTOPOM (YETOBEUYECKUM), MOTYUYEHHBIM
U3 MyJla JOHOPCKOM I1a3MBbl.

3amecTuTeNbHAs Tepanus 3QpPEKTUBHO CHIDKAET €XKETOAHYI0 OTEPIO JErOYHON TKaHH,
0 YeM CBHUJIETEJILCTBYET OILIEHKA MOKa3aTelel peHTI€HOJSHCUTOMETPUH B NUHaMuKke [68-72].
EcTh Takke naHHbIE, MOJITBEPKIAIOIINE YMEHbIIeHHe ckopocTu cHukeHus ODBI B roa u
CTaTUCTHUYECKH 3HAYMMOE YBEIMYEHUE TMPOJOJIKUTENbHOCTH >KM3HU TIPU MPOBEICHUU
3amecTuTesnbHOl Tepanuu [60,70,72—-75]. CormacHo psigy UcCIE€NOBaHWM, 3aMECTUTENIbHAsS
Tepanus CrocoOCTBYET CHUKEHHUIO YaCTOThI M YMEHbIIEHUIO TskecTH oboctpenuit XOBJI mpu
nepunute A1AT, a Takxke yIydlmIeHUIO KauyecTBa )KMU3HU MAIlMeHTOB, OJTHAKO JOKAa3aTeIbHON
0a3bl ITOKa HeJlocTaTouHo [76—78].

e BuyTpuBeHHas  3amecTHTeNbHas  Tepanus  aibgal-mpoTemHa3sl  MHTUOUTOPOM
(ueoBeYECKUM) pEeKOMEHJIyeTcsl B 03¢ 60 MI/KI eXeHEeIeNbHO JHIaM C JAePHUIUTOM
A1AT ¢enorunos PiZZ, PiZNull, PiNullNull 1160 ¢ penkumu 1epuuTHBIMU BapHaHTaMH

¢ koHueHtpanuedn A1AT menbme 0,8 r/n (11 mMkmonw/n) crapmie 18 ser, HanMuueMm
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KJIMHUYECKUX MPOSIBIEHUN CO CTOPOHBI OpranoB AbixaHus 1 O®B; 30-65% ot nomxHOTO
[9,23,73,78,79,80].

Yposens yoeauteabHocTu pexoMenaanuii C (ypoBeHb J0CTOBEPHOCTH /10KA3aTeJIbCTB 4).

KommenTapum. 3amecmumenvras mepanus HanpagieHa Ha 0OCMUdCeHUe U noooepicaHue

kouyenmpayuu AIAT eviwe nopoca 6eszonachocmu — 0,8 e/n. Ycmpanenue oegpuyuma e

MOdCem 80CCMAHOBUMb NOBPENHCOCHHbIE CMPYKMYPbL J1e2K020, HO MOdicem npedomsepamums

OdanbHeliulee nospexcoeHue 1e20YHOU MKAHY U cmadunuzuposams cocmosinue nayuenma [79,81].

e VYV nanuentoB ¢ aepunutoM A1AT u ODPB; <30% pexoMmeHayeTcst pacCMOTPETh BOIIPOC O
BHYTPUBEHHOW 3aMECTUTEIbHOMN Tepanuu [82].

YpoBenb yoeauTeabHOCTH pekoMenaanuii C (YypoBeHb 10CTOBEPHOCTH 10KA3aTeJbCTB S).

KommenTapumn. B xauecmee apecymenmos 3a nposedenue 3amMecmumenbHou mepanuu

gvicmynaem HOMEHYUAIbHAS — BO3MONCHOCMb  YMEHbUUMb  CMEPMHOCMb,  3aMeO0NUms

npoepeccuposarue 3abonesanus. OOHako 00KazamenvbHoOU 0a3vl 01 NPOBEOeHUs
3amecmumenvpHol mepanuu y OAHHOU Kame2opuu NayueHmos Heooc mamouyHo.

e V manuenTtoB ¢ aepunurom A1AT ¢ ODPB1 >65% pemnieHre OTHOCUTEILHO MPOBEACHUS
3aMECTUTENIbHONU Tepanmuu PEKOMEHIYEeTCs MPUHUMATh B WHIMBHAYaJIbHOM MOPSAKE, C
YY4ETOM IMOTCHIINATHHON BO3MOXHOCTH 3aMEIJTUTh IPOTPECCHPOBAHUE 3200JICBaHUS U B TO
K€ BpeMs BEICOKOH CTOMMOCTH TEpAaIllUH U OTCYTCTBHEM JOKa3aTeIbHON 0a3bl IS JaHHON
KaTeropuu 00JbHBIX [82].

YpoBensb yoenureabHocTH pekoMenaanuii C (ypoBeHb J0CTOBEPHOCTH 10KA3aTEIbCTB 5).
Kommenrapumn.  [lpogurakmuueckoe  npumeneHue  ayeMeHMAYUOHHOU  mepanuu
HeyenecooopasHo, MNOCKONbKY He V 6cex nayuenmos c msxceavim oepuyumom AIAT
paseusaemcs ompuszema 1e2Kux.

Ilpu npunsamuu pewieHus OMHOCUMENILHO NPOBEOEHUs 3aMeCmMUmMenbHOU mepanuu y 3mux

nayuenmog cieoyem yuumsleams makue haxmopwvl, Kax 6o3pacm, Ovicmpoe CHUMNCeHUe

O®DBI, cuudxcenue oughghy3uoHHol cnocobHoCmu 1e2KUX U npo2peccuposane Impusemsvt no

oannvim KTBP opeanos epyonoii knemku. [layuenm donoicen Obims Hanpasiex 8 peghepeHcHulii

yeHmp Ol OYeHKU UYenecooOpasHoCmu U BO3MONCHOCMU NPOGEOeHUs 3aMeCmUumenbHou
mepanuu.

e DBHyTpuBEHHas 3aMECTHUTENIbHAs Tepanus He pekoMmenayercs nanueHtam ¢ XOBJI ¢
reTepo3uroTHeIM rerorunom nepunuta A1AT [81,83].

YpoBenb yoeaurteabHocTH pekoMenaanuii C (YypoBeHb 10CTOBEPHOCTH 10KA3aTeJbCTB 5).

Kommentapuu. Porv 3amecmumensnou mepanuu y OAHHbIX NAYUEHMO8 8 HACMOosujee 8peMs

He ACHA.

e [lpum mpoBeneHMHM 3aMECTUTEIIBHOM Tepanuu PEKOMEHIYETCS BHYTPHUBEHHOE BBEJICHUE
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anbdal -mpoTenHassl HHTHOUTOPA (YemoBeueckoro) 1 pa3 B Henemto B go3e 60 mr/kr [9,84].
YpoBeHb yoequTeJbHOCTH pekoMeHAanuii B (YpoBeHb 10CTOBEPHOCTH 10KA3ATEIbCTB 2).
Kommentapum. bonbuuncmeo ucciedo8anuil, cpasHugasuux 3@@ekmueHocms pasHulX cxem
mepanuu, 8bIABUNIU NPEUMYUYECMBa elceHedeNbHo20 6sedenus npenapama. llokazano, umo sma
cxema noseonsem noooeposcusams ypogeHv AIAT eviuie nopoea 6GezonacHocmu Ha 6cem
uHmepasae mexcoy 66e0eHUAMU U NOBbIULAETN YPOBGEHb AHMUILACNAZHOU AKMUBHOCTIU.
Onpedenenue axmusHocmu anvgha-Il-anmumpuncuna 6 Kposu ¢ yeivio noooopa 003bl
3amecmumenbHol mepanuu He peKoMeHOYemcs.

3amecTuTenbHas Tepanus, Kak IpaBuiio, Xopoio nepenocutcs. [lobounbie peakiuu
0OBIYHO OTHOCHUTEIIFHO JIETKHE U KYIHPYIOTCs caMocTosTeNbHO. Hanbomnee gacto BeTpeyaroTes
HeOOoJIbIIas IMX0paJKa U 03HO0, KpallMBHULIA, TOIIHOTA U PBOTA, c1a00CTh, FOJIOBOKPYKEHHUE.
AHadunakcus omnucana, HO BCTpeyaeTcs kpaiiHe penko. CiaydyaeB mapeHTepaaIbHOTO 3apaKeHHs
BUPYCHBIM renatutoM U BUY (Bupyc uMmyHoAepUIIMTA YeTOBEKA) U JIETAIbHBIX UCXO0B HE
3adukcuponano [71,75,85-88].

. [larmentamM ¢ SMuU3EMON JETKMX W XPOHHYECKOH MBIXaTENbHOW HEJ0CTATOYHOCTHIO
PEKOMEHYEeTCsI MTPOBENICHNUE NITUTEIHHOU KUCIOPOIOTEPANNU IO CTAaHAAPTHBIM MOKa3aHUAM (TIOKa3aHUs
cM. Tab1.3) [53,89].

YpoBensb yoeautenbHocTH pekomenaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTEJbCTB —5)

Tabnuma 3. [TokazaHus K HA3HAYCHUIO JUTUTEILHOM KUCIOPOA0TEpauu

[Tokazanus PaO, Sa0, Oco0ble ycrnoBus
(MM pT.CT.) (%)
IAOCOITIOTHBIE <55 < 88 Her
OTHOCUTENBHBIE (TIpU HATHIUH|SS5-59 89 Jlerounoe  cepaue, OTEKH, MOJULUTEMHUS
0COOBIX YCIIOBHIT) (reMaTOKpUT >55%)
Het MOKa3aHuil (3a> 60 > 90 lecaTypanus npu Harpyske
MICKIIOUCHUEM 0COOBIX lecaTypanus BO BpeMs CHa
[YCJIOBHIA) bone3Hp  JETKMX C  TOKEAbIM  JUCITHOE,
yMeHbInatommmcs Ha pore O,

KommenTapum. Ilapamempul 2azoobmena, na komopwix ochogvleaiomes noxkasanust k JJKT,
PEKOMEHOYemcs OYeHUBAMb MOIbKO 80 8peMs CMAOUIbHO20 COCMOAHUSA DOIbHBIX, m.e. uepe3 3-4 nedenu

nociae obocmpenus XOBJI [90)].

3.2. Xupypruyeckue MeToabl JeUeHUus

e [lanmentam ¢ XOBJI u Oymie3Hoit ampu3eMoit peKoOMeH1yeTcs MpoBeeHne OyNIPIKTOMUU
NpU HAJMYUU BhIpaXK€HHON oAbk (2-4 ctenenb mo mMMRC), BbI3BaHHON cllaBieHUEM
JIETKOr0 KPYMHBIMU OyJlJlaMH, THEBMOTOpPAKCa WJIM KPOBOTEUYEHHUS BCIEICTBHE pa3pbiBa

OyJutsl, HHGULIUpOBaHUS Oyl [1].
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YpoBenb yoenuteabHocTH pekoMenaanuii C (YpoBeHb J0CTOBEPHOCTH 10KA3aTeJbCTB S)
o IMammentam ¢ XOBJI ¢ BepxHemoyiieBOH 3M(HU3EMOM M HH3KOH TMEPEHOCHMOCTHIO
(hu3MYECKO HArPY3KU PEKOMEHTyeTCs IPOBEACHUE OTNIEPAlUH TI0 YMEHBIIICHHI0 00beMa Jierkux [91].

YpoBeHb yOenuTeJIbHOCTH peKOMeH 1Al A (YPOBEHb 1I0CTOBEPHOCTH 10KA3aTEJALCTB — 2)

Kommentapuu: IIpogedenue xupypeuueckozo ymenvuieHus oovema neckux (XYOJI) y
NAYUEeHmMo8 ¢ IMPu3emoll NOKA3aHO Npu HeKoppusupyemotu ooviuike (2-4-1i cmenenu no wikane
mMRC), ODPBI1 < 40% om 0oaxcnozo nocie npobwi ¢ opouxorumuxom, OOJI > 200% om
ooaxcnozo, OFEJI > 120% om Oondxcnoeo, cuuscenuu DLco < 50% om Ooadxchot,
2emepo2eHHOCmuU  dIM@pu3embl ¢ HATUYUEeM UBMEHEHHbIX U 300pP08bIX 30H 6 JIeCKUX.
Ilpomusonokazanusamu k nposedenuro XYOJI y nayuenmos ¢ smghuzemoti neckux seisomcs
603pacm cmapuie 75 n1em, KypeHue 6 meuenue nocieonux 6 mecsyes, i1e20yHas 2unepmeH3us,
PaCO:> 6 noxoe 6onee 55 mm pm. cm., DLco < 10% u > 50% om Oondxchou, msoicenvie

KOHKYypupytowue 3aooneeanus [92,93].

B Hacmoswee epems ons YMEHblUEeHUA obvema necKuUx B03MOJCHO UCNONIb308AHUE U MeHee

UHBABUBHDBIX MEMOO08 C NOMOUWbIO OKKIIIO3UU CE€CMEHMAPHbBIX 6p0Hx06.

[IpoBenenue XVYOJI y mamuentoB c¢ sm¢puzemoir Ha Qone aepuuuta AlAT He

pexomenayetcs [94-96].

YpoBens yoeauteabHocTu pexoMenaanuii C (ypoBeHb J0CTOBEPHOCTH /10KA3aTeJIbCTB 3).
Kommenrtapuu. V nayuenmos c oeduyumom AIAT smcpuzema uacmo 1noxanuzosana
npeuMyueCmeeHHo 8 0A3ANbHLIX 0MOeNax 1e2KUX iU HOCUM 2eHepalu308aHHblll Xapakmep,
umo Oenaem evinoanenue XYOJI mexuuuecku 0Oonee CIOMCHBIM U Gedem K YBeAUdeHUNO
CMEepmMHOCMU.

e Ilpu TspKenoM TeueHHM 3a0oJsieBaHUS (BbIpak€HHas >M@u3eMa U OABIIIKA B MOKOE U
MUHHMMaJIbHON (QU3MYECKON Harpy3kKe, COXpaHSIOUIasicsd HECMOTpPS Ha ONTHUMAaJbHYIO
MEIMKaMEHTO3HYIO0 U PeadINTAIIMOHHYIO TEPANHIO) PEKOMEHYETCS paCCMOTPETh BOIIPOC
0 TpaHCIUIaHTaUMM Jerkux [97-99].

Yposens yoeauteabHocTu pekoMenaanuii C (ypoBeHb JOCTOBEPHOCTH /10KA3aTEJIbCTB 4).

KommenTtapuu. Buiowcusaemocms y nayuenmos ¢ XObBJI, accoyuuposannoil ¢ depuyumonm

AIAT, nocne mpaucniaumayuu Jjae2KuUX He OMIUYANLACL OM BbIHCUBAEMOCMU NOCHe

mpancnaaumayuu nayuenmog ¢ XOBJI 6e3 oecpuyuma AI1AT.
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4. MeauuuHCcKasi peadWIUTAIMA M CAHATOPHO-KYPOPTHOE JieYeHue,
MeIMIMHCKHE TOKA3aHUS M NPOTHBONOKA3AHUS K NPHUMEHEHMI0 METOHO0B
peadnJMTALIMH, B TOM YHCJI€ OCHOBAHHBIX HA MCIOJb30BAHUM NPHPOIHBIX
JieyeOHbIX GaKTOpPOB

o Kypcel nerounoit peabunuraniyu peKOMEHAYIOTCS MaeHTaM ¢ 3M(PU3EeMOH JETKUX U TOCTOSIHHOM
OJIBIIIKOH, HECMOTPSI Ha MPOBOJUMYIO TEpaIHIO, a TaKkKe (U3MYECKH HEAKTUBHBIM OOJBHBIM C
4acThIMU 00OCTPEHUSMH WM HETIEPEHOCUMOCTBIO (huzndeckoi Harpy3ku [100,101].

YpoBeHnb yoequteabHocTH pexkomenaanuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTeJIbCTB — 5)

e PeaOunuranus sBIsSETCSI MHOTOKOMIIOHEHTHOH Mepod. PexoMeHayeTcsi BKIIOYaTh B
MporpaMMy JIETOYHON peaOWIHTAlli TICUXOJIOTHYECKYI0 TOIIEPKKYy u Ooppdy c
Jenpeccueii, oOydeHne, HYTPUTHUBHYIO TOIACPKKY W (pu3mdueckyro TpeHuposBky [102].
JUTeIbHOCTE TaKOW MPOrpaMMBbl HE YCTAHOBJIEHA, OJHAKO CUUTACTCS, YTO OHA MOJKET

npoaomkatecs ot 4 1o 10 menens [103].
dusnyecKue TPEHHPOBKHU

. [lpu mpoBeneHHM JETOYHOW peaOWIUTALMK Yy TauueHToB ¢ sMmbuzemoit nerkux u XOBJI
pPEKOMEHTyeTCs BKITF0YaTh B Iporpammy (uzndeckue TpeHupoBkH [104].

YpoBenb yoenuTeabHOCTH pekoMeHaauuil B (YpoBeHb 10CTOBEPHOCTH 10KA3ATENbCTB — 2)

KommenTapun: Paspabomxa mpeHuposouHbIX npocpamm mpebyem uHOusuoyaibHo20 nooxood u
3asucum Om UCXOOHO20 COCMOSHUSL NAYUEHMA, CMeneHu maxcecmu 3a001e6aHus U
conymcemaylowux 3aboreganutl, a makdce momugayuu. Ilpu Hazuuuu coomeemcmeayIouux
NOKA3AHUU 80 6peMsi MPEHUPOSKU Cledyem UCNOAb3068AMb PA3IuUYHble GUObl PEeCNUPAMOPHOU

NnO00EPIHCKIUL.

B xauecmee ¢huzuyeckou mpeHupoBKU MONCHO UCNOTLIOBAND 3AHAMUS HA 0e2080U 00POIHCKe Ul
senoapeomempe om 10 00 45 munym na o0HO 3ausmue ¢ uHmeHcugHocmoio om 50% nurxo6o2o
nompeoOneHusi  KUciopooa 00 MAKCUMATbHO20  YposHs  neperocumocmu  [105]. B
o0bwemepanegmuyeckoll NPaKmuKe npu OMCymcmsuy pecypcos 0 NOTHOYEHHOU peadburumayuu
credyem peKomMenooeams exceonesHvle npo2yaku (nanpumep: 30 munym, 4 km — 6 3a8uUcumocmu
om usuuecko2o cmamyca), @ maKdce mpeHuposKU ¢ NOMOUbIO CKAHOUHABCKOU X00b0bl. B psioe
NPOSPAMM UMEIOMCSL MPEHUPOSKU 6EPXHel SPYNNbL MbIUY, YO VAYYMAem Ux QYHKYUIo U CULy

[106].

. PexomenayeTcs BKIIIOUaTh B MPOTPaMMy peaOWINTalliy TPEHHUPOBKY JBIXaTeIbHON MYyCKYJIaTyphl
C TIOMOIIBIO PAa3JIMYHBIX BUAOB YCTPOUCTB (AbIXaTeNbHBIX TpeHaxepos) [107].

YpoBeHnb yoequtenbHOCTH pexkoMenaanuii C (YpoBeHb JOCTOBEPHOCTH N10KA3aTeJbCTB — 3)
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KOMMeHTapI/II/I: TpeHupoeka PECNUPAMOPHbIX  MblWUY  MOdHCeEmM 0asamsv  NOJLONCUMEILHBLIL

aghghexm, 0cobenHo 8 couemanuu ¢ 0OWUMU MPEHUPOBKAMU.

. V Bcex manueHToB ¢ amdpuzemoii nerkux 1 XOBJI B mporpaMmy eroyHoi peadbuinuranuu
pexomeHmyercs Bkirtodats oOydenue [108-110].

YpoBeHnb yoequteabHocTH pexkoMenaanuii C (ypoBeHb JOCTOBEPHOCTH J10KA3aTeIbCTB — 3)

KommenTapun: Obyuenue nayueHmos s161semcs 3phHekmusHvim cpeocmeom 00CHUICEeHUs.
KOHKPEMHbIX Yeiell, 8KIYas npeKpaujeHue Kypenus, NOHUMAaHue psod 6ONPOCo8, CE3aHHbIX C
MEPMUHATLHBIMU COOBIMUAMU U YIIYHUEHUS UCX0008 000CcmpeHutl. [l RONCUNBIX NAYUCHMO8

MO2ym oKazamvCs NOJIE3HbIMU MHOZOnpOd)Mﬂbele 06pa306am€ﬂbel€ npozpammaol.

5. lIpopmiiakTuka U JUCHAHCEPHOE HADJIIOIeHHEe, MeTUIIMHCKIE IOKA3aHUS U
NMPOTUBONOKA3aHUS K NIPUMEHEHHUI0 MEeTOI0B MPOPUIAKTHKH

e Bcem nmamuenrtam ¢ sm¢puzemoii erkux u aedumurom A1AT pekoMeHIyeTcst UCTIONb30BaTh
BCE MEpHI JIJIs1 0TKa3a oT KypeHus [83,108,111].

YpoBeHb yoeauTeJbHOCTH pekoMeHaauuii B (YpoBeHb 10CTOBEPHOCTH 10KA3ATEILCTB 2).

KommenTapuu. Omkas om Kypenusi — 0CHO8HAL Mepa NPOGUIAKMUKU PA3GUMUSL U 3AMe0IeHUs

npoepeccuposanus 3abonesanus neekux npu oepuyume AIAT. Ilokazano, umo ckopocms

cHudcenuss ODB| u cumepmuocmos CHUMNCAEMCS Y NAYUEHINO8, YCREUWHO OPOCUBUIUX KYPUMb

[108].

e [lanmentam ¢ XOBJI, a Taxke naruenTam ¢ aegunurom A1AT pekoMenayeTcs poBeIeHUE
BaKI[MHAIIMUA TPOTUB TPHUIIA U MMHEBMOKOKKOBOW HH(EKIMH, a TMPU HAIMYUU TOPAKEHUS
MEeYEHHU — BaKUMHALUK PpOTUB renatuta B [9, 112,113].

YpoBensb yoenureabHocTH pekoMenaanuii C (ypoBeHb J0CTOBEPHOCTH 10KA3aTENbCTB 5).

e V manueHToB ¢ AM(U3EMON JIETKMX PEKOMEHIYETCsl CBEIEHHE K MHUHUMYMY BO3JCHCTBHUE
(bakToOpoB, pa3ApaxarolMX IbIXaTelbHbIE MYTH, TaKUX KaK TabayHbIA JbIM (ITaCCUBHOE
KypeHue), bulb U ucnapenus [9,82].

YpoBenb yoeaurteabHocTH pekoMenaanuii C (YypoBeHb 10CTOBEPHOCTH 10KA3aTeJbCTB S).

Kommenrtapum. /lpu yacmom npogeccuonanbHom KOHmMaxme ¢ maKumu Qaxkmopamuy mMoxicem

nompe606ambc;z CMeHa mecma pa60mbl.

6. Opranusanus oka3aHusi MeIUIIUHCKOH MOMOIIH

Iloka3zaHus Ay rocouTadu3aluy B MCIUIIMHCKYIO OpTaHHU3allnIo:

1) SHAYUTCJIBHOC HApaCTaHHUE TAKECTU CHMIITOMOB (BHCS&HHO IIOABHUBIIAACA TsXKEIast
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OJIBITITKA)

2) mMOsIBIEHUE HOBBIX CHUMIITOMOB (LIMAHO3, MepU(epuuecKue OTeKH, O0lb B TPYIAHOMH
KJIETKE)

3) paszButue TsoKenoro odoctpenus XObJI

4) pa3BuTHE THEBMOTOpAaKca

5) HeaPPEeKTHBHOCTH HAYATIHHOHN TEeparnuu 000CTPEHUs

6) BO3HUKHOBEHHE OCTPBIX MIIM 00OCTPEHHE XPOHUYECKUX COMYTCTBYIOIINX 3a00JIeBaHUI

7) crapueckuii BO3pacT.

JleueHne B MEAMIIMHCKON OpraHU3ALMN:

1) ocmoTp Bpaua-myasMOHOJIOTA WU Bpada-TepaneBTa He mo3aHee 20 MUHYT

2) mnyJbCcOKCUMETpHUs He no3aHee 20 MUHYT OT MOMEHTA OCTYIIJICHUS B CTaLlMOHAD

3) KOHCyJnbTalLUs Bpaya-aHECTE3HOJIOTa-peaHrumMarosora He no3aHee 30 MUHYT OT MOMEHTa
MOCTYIUICHHUS B CTallMOHAp (Tpu caTypauuu MmeHee 75%)

4) oOuwmii (KIMHUYECKHI) aHaIU3 KPOBU Pa3BEPHYThIN

5) wuccnenoBanue ypoBHst C-peakTUBHOTO OeJika B KPOBU

6) mnpuLenbHas peHTreHorpadusi OpraHoB I'PyTHON KJIETKU B IIPSIMOI MPOEKLUU

7) snekTpokapauorpaduyeckoe ucciae0BaHne

8) crmuporpadus ¢ OpOHXOAUIATAIIMOHHON MTPOOOIA

9) oleHKa BBIPaXXKEHHOCTH OABIILKHU Mo mkante mMRC

10) Tepanust JIeKapCTBEHHBIMH IpenapataMH JUlsl JIedeHHUs OOCTPYKTHBHBIX 3a00JieBaHUIA
JIBIXATENBHBIX MyTEH ¢ KOPOTKHM CPOKOM JEHCTBUS B GOPME Isi MHT SN

11) repanusi  aHTHOAKTEpUANBHBIMHA JIEKAPCTBEHHBIMHU TpenapartaMu  (TPU  MOSIBICHUH
THOMHON MOKPOTHI W/Wiu ipu ypoBHe C-peakTuBHOro Oenka 6omnee 10 mr/m)

12) uHransnuoHHOe BBeIeHue Kuciaopoa (mpu carypauuu menee 90%).

[Toxa3aHust K BBINMCKE MAIIMEHTA U3 MEAUIIMHCKOW OpraHn3alliu:

1) mamueHT cnoco0eH MPUHUMATh JUIUTENIbHOICHCTBYIONE OPOHXOIUTUKU (2-arOHUCTHI
W/WIIM aHTUXOJMHEPTrUYecKre mpemnaparsl) B komouHamu ¢ uHramsiunonasivu ['KC nmm
6e3 HUX

2) mpueM KOPOTKOJEHCTBYIOMINX HHTAISIIUOHHBIX [32-arOHUCTOB TpeOyeTcsl He Jalle uyemM
Kaxzble 4 yaca

3) mamueHT crnocoOeH (ecid paHee OH HaxoAwics Ha aMOyJIaTOPHOM BEICHUH)
CaMOCTOSITENTLHO MEPEBUTATHCS 110 KOMHATE

4) mamueHTt crnoco0eH MPUHUMATh MUILY U MOXKET cHaTh 0e3 YacThIX MpoOyXKIeHUN n3-3a
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OJIBIILIKH

5) kIuHUYECKas CTaOUILHOCTH COCTOSIHUS B TeueHue 12-24 yacos

6) craObwiIbHbIE 3HAUEHUS a30B apTepUaIbHONU KpOBU B TeueHue 12-24 yacos

7) TalMeHT WM JIUIIO, OKa3bIBaIOIIee MOMOIIb Ha I0MY, IIOJTHOCTHIO IOHUMAET IPABUIIbHYIO
CXeMy MpueMa MpenapaTroB

8) pelieHbl BOMPOCH! JaNbHEHIIEro HAOMIOACHUS 32 MAIMEHTOM (HAIpUMeEp, MOCEHICHUS
HalyreHTa MEIUIIMHCKON CeCTpoi, CHaOKeHNE KHCIOPOAOM H ITPOAOBOJIECTBHEM)

9) manueHT, ceMbs U JIeHaluil Bpay YBEPEHBI, YTO MAIIMEHT MOKET YCIIEIIHO YIIPABIATHCS B

OBITY.

7. JlonosHuTeabHass UHGpopmanusa (B TOM 4ucie (PAKTOpPbI, BIMAIOLIUNE HA
UCX0/1 3200/1€BaHHUA WJIH COCTOSHHA)

NmeroTcst manHble 0O BO3MOXKHBIX MPOOJIEMax BO BpeMsi OEPEMEHHOCTH Y HEKOTOPBIX
xeHimuH ¢ aepunurom A1AT ¢ penotunom PI*ZZ. Onucano yBennueHre 4acTOTHI BBIKHBIIIEH
U MEPTBOPOXKACHUI, a TAKXKE pa3BUTHE MHEBMOTOpPAKCAa BO BpeMsi OEPEMEHHOCTH Y KEHILIUH C
UCXOAHBIM HamuumeMm Oyl [114-116]. Tem He MeHee y MAIMEHTOK C TSHKEIION AMpU3eMOi
HaOJIIOIaJHMCh YCIICIIHO 3aBEepIIMBIINECS JOHOIIEHHbIE OepemeHHocTH [116].

Ilepen BO3IyMIHBIMH TiepeleTaMHU MMALKUEHTH C HSMQHU3EMOM MOJKHBI MPOXOAUTH
creranbHoe oocnenoBanrne. Heo0XxoaumMo mpruHUMATh MEPBI, YTOOBI U30€XKaTh THITOKCEMHH.

B xozxe anectre3uu mpu ornepanusx B BEpXHEM OTJeie OPIOIIHON TOJIOCTH, a TaKXe B
BOCCTAHOBUTEIHLHOM TEPUOJIE HEMOCPEACTBEHHO TIOCIE OIepaldd BaXHYI POJb HIpaeT
MCKYCCTBEHHAs! BEHTHIISILIUS JIETKUX C YJUIMHEHHBIM BBIIOXOM. B mocnieonepanimoHHOM nepuojie
Tak)Ke BaXKHO 00ECTIEUUTh JPEHUPOBAHUE MOKPOTHI.

e VYpoJoruyeckue, TMHEKOJOTUUYECKHE M KOJOPEKTAJbHbIE BMEIIATEIhCTBA Yy MAIIMEHTOB C
nedurutoM A1AT pekomMeHayeTcsl, IO BO3MOKHOCTH, MPOBOJIUTH B YCIOBHSIX MECTHOM WIIH
nepuypaibHoi aHecresuu [117-118].

YposBeHnb yoenuresnbHocTH pekoMenaanuii C (ypoBeHb J0CTOBEPHOCTH 0KA3aTeNbCTB 4).

Kpurepuu oueHKH KayecTBa MeIUIUHCKOH IMOMOLIH

Yposennb Yposennb
Ne | Kpurepuii AOCTOBEPHOCTH | YOeAUTEJIbHOCTH
JA0Ka3aTeJIbCTB | PEKOMEHAauui

J{uarsocTuxa 3m@u3emMbl JerKUX

1 | BemonHen oOmuii pU3NKaILHBIA OCMOTP
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BerImnonHeHa orieHKa HHIEKCa KyPSIIEro YenoBeKa
(mavex-Jyer)

Brimonxnena IMYJIbCOKCUMETPUA

Brimosnnena npurnensHas peHTreHorpagus
OpPraHOB I'PYAHOU KJIETKH B IPSIMOM MPOEKIINH

Brmonnena KTBP opranos rpyiHON KJIETKH

BeimonHeHa cimpomeTpust ¢
OpOHXO0IUJIATAIIMOHHBIM TECTOM

VY nanueHToB ¢ KIMHUYECKUMU IPU3HAKaMU
nedpuruta A1AT BBITOJIHEHO HCCIETOBAHUE
kpoBu HAa A1AT

VY NanueHToB ¢ KIMHAYECKUMU TPU3HAKAMU
nedunmra A1AT u/unmy CHUKEHHON
koHUeHTpauued A1AT BbINOIHEHO ONpeasieHue
¢dbenoruna u renoruna aepunura A1AT

[Taniuentam ¢ nedunurom A1AT BEIIOTHEHO
Y3U opranoB OprOIIHON OJIOCTH

Jleuenune 3M@pu3emMbl JIerKHX

PexomenoBan oTka3 ot KYpCHU:

ITpu Hannmuun XODBJI Ha3HaueH npenapat s
JIeYeHHS] OOCTPYKTUBHBIX 3a00JI€BaHUIA
JIbIXaTeNNbHBIX MyTeH B (hopMe JUIsl HHTATSAIMNA C
KOPOTKMM CPOKOM JIEUCTBUS IS
UCIIOJIb30BaHUS 110 MOTPEOHOCTH

[Tpu nanmuuu XOBJI Haznauen npenapar 1ist
JieyeHust 00CTPYKTUBHBIX 3a00I€BaHUN
JbIXaTeNbHBIX MyTel B (hopMe AJIs MHTATSAIUN
C IUTeNbHbIM cpokoM neiictus ([1IBA,
JIAX wim komounarmu JIJIAX/JI/IBA)

Hekypsimue nanuenTs! crapue 18 ner ¢ ¢
nedurmrom A1AT dhenotumnos Pi*ZZ,
Pi*ZNull, Pi*NullNull mu6o ¢ peaxumu
JNeUITUTHBIMA BapHaHTaMU TIPH HATHYUH
pecnupaTopHbIX CUMIITOMOB, ypoBHE A1AT <11
MkmoJib/11, ODPB B nmpeaenax 30—65%
HaTpaBlIeHbI B peEPEHCHBIN LIEHTP IS
00CYXIEHHUSI BOITPOCA 3aMECTUTEIHHOM Tepanuu

IIpu SaO2 < 88% Ha3HaueHA qIUTETbHAS
kucnopogorepanus (JKT)
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KoH(uKT HHTEpecoB:

HukTto u3 uieHoB paboyeil rpyIbsl He UMeeT KOH(IJIMKTa HHTEPECOB, CBI3aHHOTO C pa3pabOTKOM

U BHEAPCHUEM B KIIMHUYCCKYIO IMTPAKTUKY JaHHBIX KIIMHUYCCKUX peKOMeHHaHHﬁ.
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Ipuiaoxenue A2. MeTomos10rusi pa3padoTKu KINHAYECKHX PEKOMEeHTalni

IleaeBas ayIUTOPHUA JAHHBIX KJIMHHYECKHX PEKOMEHIAIIMIA:

1. Bpau oO1el npakTUKU (CEMENHBIHN Bpay);
Bpay-I1yJIbMOHOJIOT;
Bpay-TEpaIeBT;

Bpau-TepPaIeBT 0IPOCTKOBBIII;

wok » N

Bpay-TCpareBT y‘laCTKOBLIﬁ
Mertoabl, Hcno/Ib3yeMble 1JIs1 cOOpa/cesIeKIIUM J0KA3aTeJbCTB: [IOMCK B AJIEKTPOHHBIX
0a3ax JTaHHBIX.

Onucanue MeTO010B, HCIOJIb30BAHHBIX /ISl OLCHKH KA4eCTBA H CHJIbI
JA0Ka3aTeIbCTB: JOKa3aTeIbHON 0a301 AJ1 peKOMEHJAIN SIBIISIFOTCS My OJIMKALMY, BOILIEIINE
B Kokpanosckyto 6nbinorexy, 6a3sl nanabix EMBASE, MEDLINE u PubMed. ['my6una
noucka — 10 ner.

Metoabl, HCII0/Ib30BaHHbIE /ISl OLCHKH KA4eCTBA U CHJIBI I0Ka3aTeIbCTB:

KOHCEHCYC DKCIIEPTOB;

OLICHKA 3HAYMMOCTHU B COOTBETCTBUHU C PEUTUHIOBOM CXEMOM.

Metoabl, HCII0/Ib30BAHHBIE /ISl AHAJIN3a 10KA3aTeJIbCTB!

0030pbI OIMyOJMKOBAHHBIX METAaHAJIN30B;

cucreMaTuyeckre 0030pbl ¢ TaOIMIIaMU JI0Ka3aTeIbCTB.

Onucanue MeTO10B, MCIIOJIb30BAHHBIX /ISl AHAJIN3A I0Ka3aTeJbCTB. [Ipu oTOope
nyOauKanuil, Kak HOTEHIUAIbHBIX HCTOUHUKOB J0KA3aTeNbCTB, UCIOIb30BaHHAS B KAXKJIOM
UCCIIEIOBAaHUU METOAOJIOTHS U3ydaeTcs AJIs TOro, YTOObI YOeTUTHCS B €€ BaJIMIHOCTH.
Pe3ynbTraT n3ydeHus BIUSET HA YPOBEHb J10Ka3aTeIbCTB, IPUCBAUBAEMbIil MyOIMKAIMU, YTO B
CBOIO OYEpE/Ib, BIIUAET HA CUITy PEKOMEHIallui.

JIJ11 MUHUMU3aLlMY TOTEHIUATbHBIX OMIMOOK KaX/10€ HCCIIeI0BaHNE OLIEHUBAJIOCh
He3aBUCHMO. JIroOble pa3nuums B OLIEHKAaX 00CyXJaIuCh BCel TPYINON aBTOPOB B TIOJTHOM
cocrase. [Ip1 HEBO3MOXKHOCTH TOCTHKEHUSI KOHCEHCYCa IPUBJIEKAJICS HE3aBUCUMBIN JKCIEPT.
Tadauubl 10Ka3aTEJBCTB: 3aNOJHAINCh ABTOPAMH KJIMHUYECKUX PEKOMEHAALUH.

Ta6mmma 1. Illkana omneHkW ypoBHe#W AOCTOBEpHOCTH JokazatenbcTB (YI/l) mms meTtomos

JANarHOCTUKHU (,Z[I/IaFHOCTI/I‘{eCKI/IX BMeHIaTeJ'ILCTB)

yia Pacum¢poBka

1 Cucremarnyeckue 0030pBI HCCIEAOBAHUI C KOHTPOJEM peQepeHCHBIM METOAO0M MU
CHUCTEMaTU4YeCKUH 0030p PaHAOMHU3UPOBAHHBIX KIMHUYECKUX UCCIICAOBAaHUN C IPUMEHEHUEM
MeTa-aHaln3a
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2 OTaenbHBIE WCCIENOBAaHUSA C KOHTPOJEM pePEepeHCHBIM METOIOM WM  OTACIbHEIC
PaHIOMU3NPOBaHHBIC KIIMHUYESCKHUE UCCIICIOBAHUS  CHCTEMATHIECKUE 0030PbI UCCIICIOBAHUN
mo0oro am3aiiHa, 3a HCKIIOYCHHEM PaHIOMH3UPOBAHHBIX KIMHWUYCCKUX HCCIICIOBAHUH, C
MIpUMEHEHUEM MeTa-aHallu3a

3 HccenenoBanms 6€3 MOCIIeI0BaTEIFHOTO KOHTPOJIS peepeHCHBIM METOAOM HITH UCCIIeI0BAHUS
¢ pedepeHCHBIM METOJIOM, HE SBJISIONIMMCS HE3aBUCHMBIM OT HCCIICAYEMOro MeToja WU
HEepaHIOMHM3UPOBAHHBIE CpPAaBHHUTEIbHBIC HCCICAOBAHHUA, B TOM YHCIIE KOTOPTHBIC
HCCIIEJOBAHHUS

4 HecpaBauTenbHbIe HCCIeIOBAaHAS, OMMICAHNE KIIMHUIECKOTO CITydast

5 Nmeercs mumib 000CHOBaHUE MEeXaHU3Ma JICHCTBHS UM MHEHUE SKCIICPTOB

Ta6mmma 2. Illkana OIGHKM ypOBHEH JOCTOBEpHOCTH JokazaTenbcTB (YJI/]) s meromos

NpOQUIAKTHKY, JICYEHHs W peadmiuTanuu (MpoQHUIaKTHYCCKUX, JICUeOHBIX, peaOWINTAIMOHHBIX

BMEIIIATEILCTB)

YA

Pacmugposka

Cucremarnueckuit 0030p PKU ¢ nmpumenenneM MeTa-aHan3a

2 Otnenpubie PKU u cucremaTryeckre 0030psl HCCIeNOBaHUM JIF000TO TU3aiiHa, 32 UCKITIOYCHUEM
PKU, c npuMeHeHneM MeTa-aHaIn3a

3 HepannomusupoBaHHble cpaBHUTEIbHBIE UCCIEI0BAHUS, B T.4. KOTOPTHBIE UCCIET0BAaHUS

4 | HecpaBHHUTENbHBIE HCCIEAOBAaHUS, OINUCAHUE KIMHUYECKOTO Ciydas WM CEepUH CIy4aes,
HCCIIEIOBAHUS «CITy4ail-KOHTPOJIbY

5 Nmeercss numb 000CHOBaHME MEXaHW3Ma JCHCTBUS BMEIIATENbCTBA  (JIOKIMHUYECKHE

I/ICCJ'IQIIOBaHHSI) HJIN MHCHHEC DKCIICPTOB

Taoauma 3. Illkana oneHkn ypoBHel yOemutenbHOCTH pekoMmeHmaumid (YYP) ans meronos

NpOQUIAKTHKY, IUATHOCTUKH, JIEYCHUS M peadwimTanud (MpOoQUIAKTHUECKUX, JUATHOCTHYECKUX,

ne4eOHBIX, PeaOMITUTAIMOHHBIX BMEIIATENbCTB)

yyp Pacmm¢poska

A CunbHas pekoMeHanus (Bce paccMaTpuBaeMble KpUTepHU 3PQPEKTHBHOCTH (MCXOJIbI)

SIBIIAIOTCA Ba)XKHBIMM, BCE HCCIIEJIOBAHUS HMMEIOT BBICOKOE WJIH YIOBJIETBOPUTEIBHOE
METOJIOJIOTUYECKOE KAadyeCTBO, MX BBIBOJBI IO HHTEPECYIOIIUM HCXOJaM SBIIIOTCS
COTJIACOBAaHHBIMH)

B VYcnoBHass pexoMeHzpanus (He Bce paccMaTpuBaeMble KpuTepud 3(deKkTuBHOCTH

(I/ICXOJII)I) SABIIAKOTCA BaXHBIMH, HE€ BCC HCCICAOBAHHUA HWMCIOT BBICOKOC HIH
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YAOBJIETBOPUTEIILHOC MCTOIOJIOTHUYCCKOC Ka4C€CTBO n/uinu nux BBIBOBI 110
HUHTCPCCYIOUIUM HUCXO0JaM HC SBJIAKOTCA COFJ'IaCOBaHHI:IMI/I)

C Cnabas pexomeHmamus (OTCYTCTBHE [IOKA3aTENbCTB HAJIEKAIero KadecTtBa (Bce
paccMmarpuBaeMble Kputepud 3PPEKTUBHOCTH (UCXOMBI) SBISIOTCS HEBAXKHBIMHU, BCE
WCCIIC/IOBAHNST HWMEIOT HH3KOE METOJIOJIOTHYECKOe KAaueCTBO M WX BBIBOJBI 10
WHTEPECYIOIIUM UCXO/IaM HE SBIISIOTCS COTJIACOBAHHBIMH )

[Topsimok 0OHOBIIEHUST KIIMHUYECKUX PEKOMEHIAIUH.

MexaHu3M OOHOBIICHUS KJIMHHYECKUX PEKOMEHIAINN TPETyCMaTPUBAET HX
CUCTEMAaTUYECKYIO aKTyallM3alllIo — He PeXe YeM OJMH pa3 B TPU rojia, a TAKXKe MpHU MOSIBICHUN
HOBBIX JIaHHBIX C MO3UIIUU JOKA3aTeIbHON MEIUIIMHBI [10 BOIIPOCAM AUArHOCTUKH, JICUCHUS,
NpO(QUIAKTUKY U PeadMIINTAIIMU KOHKPETHBIX 3a00JIeBaHUH, HATUYHHA 0O0CHOBAHHBIX

JIOTIOJTHEHMI/3aMeuannii K paHee yTBepkAEHHbIM KP, HO He yame 1 paza B 6 mecsiies.

Ipuioxkenune A3. CripaBo4HbIe MAaTepHAJIbl, BKIKYAas COOTBETCTBHE
NMOKA3aHMH K IPUMEHECHHUIO U IPOTUBONOKA3AHUM, CIIOCO00B NPUMEHEHUS U
03 JIEKAPCTBEHHBIX NPENapaToB, HHCTPYKUIMH MO MPUMEHEHUI0

JEKApPCTBECHHOI'0 IIperiapara
1. Ilpuka3z MunucrepcrBa 31apaBooxpaHeHusi P® ot 15 nHos0ps 2012 r. N 916 «O6

yrBepkaeHun llopsiaka oka3aHUS MEAMIMHCKOM IOMOLIM HACEJIEHHI0 IO NPOQHII0
«ITYJIbMOHOJIOTHSI.

2. CraHgapT MEAMIMHCKOM MOMOIIM OOJIbHBIM XPOHUYECKOH OOCTPYKTHUBHOM OOJIE3HBIO JIETKHX
(mpu OKa3aHWM CHEIUATU3UPOBAHHOM IOMOINM), YTBEp)KJIEH INpuKazoM MuHHCTEpCTBA
3/ipaBOOXpaHeHust U cormaibHoro pazsutus PO ot 11 mas 2007 r. N 327.

3. CranaapT MeAULMHCKONW MOMOIIHM OOJIBHBIM XPOHUUYECKONW OOCTPYKTUBHOM O0JIE€3HBIO JIETKUX
(mpu  oka3aHMM aMOYJaTOPHO-TOJUKIMHUYECKOH IOMOINM), YTBEPXKAECH IMPUKA30M
MunucTepcTBa 3paBooXpaHeHus U couuanbHoro pa3Buts PO ot 23 Hos6ps 2004 roga N
271.

4. CraHpapT MepBUYHOM MEIMKO-CAaHMTApPHOM TOMOLIM HpU OOOCTPEHHH XPOHUYECKOM
OOCTpYKTHBHOIH OOJI€3HU JIETKMX, YTBEpPXKJEH NMpHUKa3oM MUHHCTEpCTBA 3paBOOXPAHEHUS
Poccutickoit ®eneparuu ot 20 nexadps 2012 r. Ne 1214.

5. Ilpuka3 MunucrepcrBa 3apaBooxpaneHuss P® or 10 wmas 2017 1. Ne 203m

«00 YTBCPIKACHHUU KPUTCPUECB OLICHKU Ka4YCCTBa MEIUIIMHCKOM ITOMOIITH).
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Ipuioxkenue b. AJiropuT™Mbl 1eCTBHH Bpaya

MaumeHT c nogo3peHnem Ha gednumt A1AT

MaToreHeTMyecKan

KoHueHTpauu
aAlATs
KpnoBu <0.9

TepannAa OCHOBHOTIO

3aboneBaHuA

KoHcynbTauma
npodunabHOro

cneunanncrta

AduarHoctunka
nopakeHua
OpraHos-

MmuwweHel (KTBP,
RN VA4 A/v

OnpepeneHune

deHoTUNA

A
\ 4

(anekTpodopes)

mnnun

\4

[unarHos noarsepKaeH

3aboneBaHue nerkux 3abonesaHue neyeHu

A

HabntoaeHune

PekomeHaaLmm no nameHeHuno obpasa
HU3HU

CumnTomaTMyecKan Tepanua

PeleHune Bonpoca o TpaHcnAaHTaumm
neyeHm

-KnuHunueckue
nposBaeHns
-fomo3uroTHbI peHoTUN
-O®B:1< 80%

-Bospact > 18 net

~

HET JA
HabnioaeHue 3amecTuTenbHasa Tepanusa
PekomeHaauum no

N3MEHEHMI0 06pa3a KN3HU
Tepanua XOb/
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IMpuaoxenue B. Uudopmanus 11 NauMeHTOB

Hedpunut anbda-1-aHTUTPUIICHHA — 3TO HACIEACTBEHHOE 3a00JieBaHKE, BHI3BAHHOE CHUKCHHEM
YpOBHS (WJIH OTCYTCTBHEM) O€llka, KOTOPBIM OJOKUPYET MOBPEXKIAOIIEEe ACHCTBHE HEKOTOPHIX
(dbepMeHTOB.

Hedpunut anbda-1-aHTUTpPUIICHHA TPOSIBISETCS CHUXKEHHEM ero ypoBHsS Huwxke 0,8 r/n
(11 mxmonw/m). Ero HemocTaTok MOXET BBI3BaTh pa3pylIeHHWE TKaHU JEeTKux (dMpuzemy),
pa3sBUTHE XPOHUYECKOH 0OCTPYKTUBHOW OOJIE3HHU JIETKUX WM 3a00JI€BaHUE MTEYCHHU (LIUPPO3).
3aboseBaHue JIETKMX 00BIYHO HaunMHaeTcsl B Bo3pacTe 20—40 yeT ¥ mposBIsSETCs OJIBIIIKON Mpu
buznyecKoil Harpy3Ke, XpUraMu B TPYIU U KallIeM.

[Tocne MOCTaHOBKM JIaHHOTO JMArHo3a NEPBBIM M CaMbIM Ba)KHBIM IIaroM sBJIETCSA OTKa3 OT
Kypenusi. Kypenue BbI3pIBaeT paspylieHue anbda-l-aHTUTPUICHHA B JIETKUX W YCHIIMBACT
MOBPEXKACHUE JIETOYHOW TKaHHW, a 3HAYHUT, YCKOPSeT IporpeccupoBaHue Oomnesnu. Cremyer
u30erarb peryasipHOro KOHTAKTa C ABIMOM, Pa3IMYHBIMU a3PO30JISIMH, TaK ke KaK U «IIaCCUBHOTO
KypeHus»». Jloma jkenaTeslbHO OrpaHUYUTh KOHTAKT C OBITOBOM XMMMEW, MbUIbIO, JOMAITHUMU
KUBOTHBIMHU.

Jleuenue Oo0Ne3HU IIETKUX, KaK TPaBUIIO, BKIOYaeT B cels mpemapaThl i JI€UeHUs
00CTPYKTUBHBIX 3a00JI€BaHMI JbIXaTEeNbHBIX MyTed B (opMe i1 WHTAISALUN, PacIIupSIONINe
OpOHXHM M yMEHBIIAIOLIME BOCIIAJIEHUE B HUX, KUCIIOpoAoTepanuto. [Ipyu Hanmnuuy noka3aHuil Baii
Jedanivii Bpau MOXKET Ha3HAYUTh TaK HAa3bIBAEMYIO 3aMECTUTEIbHYIO TEPANIUIO — €KEHENETbHOE
BHYTPHBEHHOE BBEJIEHUE OYMIICHHOro aibdal-npoTenHa3bl HMHIHOMTOpa (UEI0BEYECKOIO),
MIOJIy4E€HHOT'O U3 JIOHOPCKOM IJIa3Mbl KPOBH.

Kpome Toro, pekomeHayeTcsi €KerojHas BaKIIMHALKsA IIPOTUB IpUINA ¥ BaKLHUHALUA IPOTHB
ITHEBMOKOKKOBBIX HMH(EKUUN Kaxjaple 5—6 JeT, a Npu Haluyuu 3a00JeBaHUM TEYEeHU —
MMMYHHU3alus IpoTuB renatuta A u B.

B cnyuae nmuxopanku, 03HO0a, YCHJICHHs OJBIIIKH, KallUId WJIM M3MEHEHHUs LBETa MOKPOTHI
cllelyeT HEMEAJICHHO O0paTUThCs K Bpauy.

WNudexkunn ocobeHHO omacHbl JUIsl Bamux Jerkux. I[1o Bo3MOoKHOCTH n30eraiite KOHTakTa ¢
00JBHBIMU IPOCTYAOH, TpunioM. [Ipu nmoBkIIEHNH TEMIIEpATyphl T€JIa CBOEBPEMEHHO HaulHaiTe
YKapOMOHMIKAIOIIY IO TEPAIHIO.

[lpu npepunmre anbda-l-aHTUTpPUIICHMHA TAKXKE  HUCHOJB3YIOT  MPOrpaMMbl  JIETOYHOU
peaOunuTalMy, KOTOpbIE BKJIIOYAIOT (PU3MYECKHE YNPaKHEHUsS, AbIXaTE€IbHYI0 THMMHACTHKY,
oOydeHre, KOPPEeKIUI0 MUTaHUsI U MPOTrpaMMbl OTKa3a OT KypeHus. HezaBucumo OT TsKecTH
3a0o0JeBaHMs, CJIE€IyeT COBMECTHO C JICYalllUM BpadyoM pa3paboTarh MOIXOIAIIMN PEexUM

yIpaKHEHUH.
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IMpunoxkenue I'. [lIkaabl OLleHKH, BOMPOCHUKH U IPYrve OLEHOYHbIE
HHCTPYMEHTBI COCTOSIHUSA MAIUEHTA, IPUBeIeHHbIC B KIIMHUYECKUX
PeKOMEeHAAuUAX

Hpuaoxenue I'l. Onenka oabliky no meajge mMRC

HaszBanue Ha pycckoM si3bike: MOAU(MUUMPOBAHHBIN ONPOCHUK BpUTaHCKOr0 MeIUIIUHCKOTO
HCCJIeI0BATEIbCKOT0 COBETA 11l OL€HKH THKECTH OJbIIIKH

OpurunanbHoe HazBanue: mMMRC (The Modified Medical Research Council Dyspnea Scale)
Hcrounuk (myOimKaius ¢ Bauganuen):

Nena Milaci¢, Bojan Milacic¢, Olivera Dunjic et al. Validity of CAT and mMRC — dyspnea score

in evaluation of COPD severity. Acta Medica Medianae 2015, Vol.54(1)
Tun (moaYepKHyTh):
- LIKaJa OLEHKHU
- HHIEKC
- BONPOCHUK
- npyroe (YTOUHHUTBH)
Ha3naueHue: olieHKa CTENEHU BBIPAKEHHOCTH OJIBIILIKH, KOTOPYIO UCIBITHIBAET MALUEHT C
XOBJI (xpoHnveckast OOCTPYKTHBHAsE OOJIE3Hb JIETKUX )
Copepxanue (111a010H):

Crenensp TsxecTn Onucanue
0 HET 51 4yBCTBYIO OJIBIIIKY TOJNBKO MPH CHIILHOW (PU3NUECKON HArpy3Ke
| A 3anmpIxarock, Koraa ObICTPO UAY 110 POBHON MECTHOCTH WJIH TTOTHUMAIOCh
Jerkas
TI0 TIOJIOTOMY XOJIMY
N3-3a oJpIIKY 51 X0KY 10 POBHOM MECTHOCTH MEJIJICHHEE, YEM JIFOAH TOTO
2 CpenHss YK€ BO3pacTa, WM Yy MEHS OCTaHABJIMBAETCS JbIXaHWe, KOrjaa s WAy Io
POBHOI MECTHOCTHU B IPUBBIYHOM JJIsl MEHS TEMIIE
3 S 3agpixaroch mocie TOro, Kak mpougay mpumepno 100 M, wim mocie
TsKEast .
HECKOJIBKMX MUHYT XOJIbOBI TIO POBHOW MECTHOCTH
4 OUY€Hb VY MeHS CIMIIKOM CHJIbHAsI OJBIINIKA, YTOOBI BBIXOJUTH M3 JOMY, WU S
TsKEast 3a/IbIXa0Ch, KOTJIa 0JIEBAIOCH I Pa3JI€BalOCh

Kittou (nHTEpIpeTaius): mauenTy npeajaraioT BEIOpaTs OAHO U3 IIATH YTBEPKACHUN, KOTOpoe Hauboee
OJIN3KO OIMHMCHIBAET €ro CTENeHb TSHKECTH ONBIIKH: OT 0 («S 4yBCTBYIO OJBIIIKY TOJBKO MPHU CHIHHON
¢dusnueckoil Harpys3Ke») 10 4 («y MEHS CIUILKOM CHJIbHAs OJBIIIKA, YTOOBI BRIXOJUTH U3 IOMY, WU S
33/bIXaI0Ch, KOT'JIa OIEBAIOCh UIIH PA3/I€BaOCh)).

TToscuenus: mxana mMRC no3BosisieT 00Jiee TOYHO OLEHUTH cocTosiHUE manuenTa ¢ XOBJI.
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