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Ono6peno Hayuno-npaktuyeckum CoBetom Munzapasa PO
Cnuncok cokpalieHuun

A1AT — anba-1-anTUTpUIICUH

AnAT — anannHamMuHOTpaHChepasza

AcAT — acnapraramuHoTpanchepasa

I'TT — ramma-romyramMmuntpancdepasza

JKT — nnurenbHas KUCIOPOAOTEpATUS

JIHK — ne30kcupruOOHYKIEHHOBAsI KUCIOTA

KT — xomnbroTepHas Tomorpadus

KTBP — koMmbroTepHast ToMorpadusi BEICOKOTO pa3peiIeHHs
MKB-10 — mexxayHapoiHas cTaTucTHueckas Kiaccudukanus 6onesneit 10-ro mepecmoTpa
OEJI — o6mast eMKOCTb JIETKUX

OOJI — ocTraTOouHBI 00BEM JIETKUX

O®B;1 — 06beM (hopcupoBaHHOTO BBIZIOXA 32 1-10 CEKYHTY
®OE — ¢yHKIIMOHANBHAS OCTATOYHAS EMKOCTh

OXKEJI — popcupoBaHHast )KM3HEHHAS] EMKOCTh JIETKUX
XOBJI — xpoHnueckass OOCTpYKTHBHAsI 00JIE3HB JICTKHX
UK — Indd-iioanas kucioTa

IgA — uMMmyHOTIIOOYIIMH Kitacca A

TepMUHbI N onpeaeneHns

Aunbda-1-aHTUTPUIICHH — WHTUOMTOP MPOTEa3 CEMEWCTBA CEPIIMHOB, MPEHMYIECTBEHHOM
MUIICHBIO KOTOPOTO SIBIISIETCS HEUTPOPHIIbHAS 1acTasa.

Jedbunur anbda-1-anturpuncuna (A1AT) — reHeTHYECKU JEeTEPMUHUPOBAHHOE 3a00JICBaHKE,
BBI3BAaHHOE HEOCTAaTOYHOCTHI0O A1AT B CHIBOPOTKE KPOBH U MPOSIBIISIONIEECS B BHIE XPOHUYECKON
0OCTPYKTUBHOM OO0JIE3HU JIETKUX, IMPU3EMBI JIETKHX, TOPAKEHUS TEYSHH U COCYIIOB.

HeilitpodunpHas smacraza — (epMeHT IIHMPOKOTO CHEKTpa AEUCTBUSA, KOTOPBIH paspyliaer
AIIaCTUH, KOJIJIAreH, MPOTEOTIMKAHBI M IPYTHe KOMIIOHEHTHI KCTPAIEIITIONSIPHOTO MaTpUKCa.

XpoHuueckass OOCTpYKTHBHas Oo0JIe3Hb JIETKUX — 3a0o0JieBaHHe, XapaKTepH3yroleecs
MEPCUCTUPYIOLIUM OTPAaHUYEHHEM BO3IYIIHOTO TMOTOKAa, KOTOpO€ OOBIYHO MPOTPECCHpPYET U
SIBJISIETCSL CJICJICTBUEM XPOHUYECKOTO BOCHIAIUTEILHOTO OTBETA JBIXATENbHBIX MYyTEH U JErOYHOU
TKaHU Ha BO3CHCTBHE WHTATUPYEMBIX MOBPEXKIAIONINX YACTUIL UITH Ta30B.

Bynna — Bo3ayIiHas mMojoCcTh ¢ YETKMMH POBHBIMH TOHKMMHU CTEHKaMU AuameTpom Ooiee |
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CM.

Jlerounast runepuHQIIALUSA — MATOJIOTHYECKOE YBEINYEHHE 00beMa BO3IYX, OCTAIOLIETOCS B
JIETKUX TOCJIE CIIOKOMHOTO BBIIOXA.

Ocrtarounblii 00BEM JIETKUX — 00BEM BO3/yXa, KOTOPBI OCTAETCS B JIETKUX MO OKOHYAHHH
MIOJIHOTO BBIJIOXA

OyHKIIMOHAIBHAS OCTATOYHAS €MKOCTh — 0OBEM BO3/yXa B JIETKHX W JIBIXaTEIbHBIX ITYTSIX
IIOCJIE CHOKOWHOTO BBIIOXA.

1. KpaTtkaa wuHcpopmauumsa no 3aboneBaHUd WM COCTOSAHUIO (rpynnbl
3aboneBaHU UNN COCTOAHUN)

1.1. OnpepneneHne 3aboneBaHUsA WUNU COCTOSAHUA (rpynnbl 3ab6oneBaHUN UK
COCTOSIHUN)

OM@duzema JErKUX — CHHAPOMHOE IIOHSTHE, XapaKTepHU3ylolleecs HeoOpaTUMbIM
YBEJIMYEHUEM BO3JYLIHOTO MNPOCTPAHCTBA TUCTAJbHEE TEPMHUHAIBHBIX OpPOHXHOJI, CBS3aHHOE C
JeCTPYKIIMEH cTeHOK armnyca [1, 2].

1.2. 3tuonorma wu natoreHe3 3aboneBaHusi WU COCTOsIHUA (rpynnbl
3aboneBaHU UNN COCTOAHUN)

B @opmupoBanun -smduzeMbl y4acTBYIOT pAa3jiIM4YHbIEe KIETOUYHbIE M MOJEKYISIPHbIE
MEXaHHU3MBI, KIFOYEBYIO POJIb CPEIH KOTOPBIX HMIPacT MPOTEea3HO-aHTHIPOTEea3HbIH aucOaIaHc,
BBI3BIBAIOIIU ACCTPYKIIUIO AMACTUIECKOTO JISTOYHOTO Kapkaca [8].

YBenuueHue MNPOTEOTUTHUECKONM AaKTUBHOCTH B JIETKMX THPOUCXOAUT B pe3yibTare
XpPOHUYECKOTO BOCMAJEHUS MW MHUTpanud MakpodaroB © HEUTPOPHIOB C  BBIOPOCOM
MPOTEOJIMTUYECKUX (PEPMEHTOB — CEPUHOBBIX U LIMCTEHWHOBBIX MPOTEA3, a TAKKE MAaTPUKCHBIX
MeTtaionporenHas. Haubonee wu3ydyeHa poOib CEpUHOBBIX MPOTEHHA3, TMpPEXKAE BCEro
HEUTPOUIBLHOW djacTa3bl — (EepMEHTa MIMPOKOTO CHEKTpa MCUCTBUS, KOTOPBIM pas3pyiiaeTt
9NIaCTUH, KoJUIareH, (UOPOHEKTHH, JAMHHHMH, MPOTEOTIMKAaHbI M JPYrUe KOMIIOHEHTHI
IKCTpALEIUTIONSIpHOTO MaTpukca [9]. Bbiaenenue HeHTpodHIBLHON 37acTa3bl U3 HEWTPOGUIOB B
AKCTPALICJUTIONIIPHOE MPOCTPAHCTBO TMPOUCXOIUT TMOJ BIUSHUEM pPa3iIHYHbIX CyOCTaHUUNH —

nposocranurenpipix  murokusos  (MJI-8,  PHOOV),  mumonomucaxapumos,  pparmernron
OakTepuaibHOI cTeHkH [1].

Hegocratok  MHrHOMTOpPOB  MmpoTea3  BO3HMKAeT JUOO  BCJIEICTBUE  T'€HETUYECKU
JNETCPMUHUPOBAHHOTO JleheKTa CHHTE3a WM CEKpeluu (BpOXACHHBIM Jedunut anbda-1-
AHTUTPUIICUHA), THOO0 U3-3a YPE3MEPHOH Je3aKTUBAIIUU IIPOAYKTAMH OKCHIATUBHOTO CTpecca.

[Tpu XOBJI aucbananc B cucteme "MpoTea3bl-aHTUIIPOTEa3bl" PACIIEHUBAIOT B TOM YHCIE KaK
CIIEJICTBUE BOCHAJICHUS, HWHIYLUPOBAHHOTO WHIAJSIIMOHHBIM BO3JCUCTBUEM MOBPEKIAIOIINX
BEILIECTB (CUTapeTHOTO JIbIMA).

Anbpa-1-aHTUTPUIICHH — HTHTHOUTOP MpOoTea3 ceMeMcTBa CEPIMHOB (serin protease inhibitor —
serpin), MPEUMMYIIIECTBEHHOW MHUIIEHBIO KOTOPOTO SIBJIAETCS HeWTpoduiabHas 3actaza [7, 8]. Tew,
otBeuatonuii 3a npoaykiuto AIAT, nocur nBa HasBanusi — SERPINAI1 (anrn. serpin peptidase
inhibitor, clade A), unu Pi (proteinase inhibitor) u pacnonoxen Ha 14-it xpomocome (14q32.1) [10-
12].

Bce anmnenu xmaccuuuupyrorcs B 3aBUCHMOCTU OT IJIa3MEHHOW KOHIIGHTPAI[MH U CBOMCTB
A1AT Ha cnenyrorue Tumbl [9]:

- HOpMaJbHBIC AJIJIeNId, OTBETCTBEHHBIE 3a BBIPab0TKYy A1AT ¢ HOpMaIbHBIMU CBOMCTBAMH U
B JIOCTaTOYHOM KOJIMYECTBE;

- ne(UIUTHBIE aJIENH, IPH KOTOPBIX BBIpa0aThIBaeTCs HENOCTAaTOYHOE KomnuecTBO A1AT;

- HyJIeBbIe ayyienu, mpu KOTopeiX A1AT B KpOBH MOJTHOCTBHIO OTCYTCTBYET;
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- aulenu ¢ HapylieHueM (QYHKIWU, TpU KOTOphIX KoimudectBO A1AT He oTimyaeTcst Ot
HOPMBI, HO OH HE MOYKET BBITIOJIHATH CBOU (DYHKITUH.

Hnst nudepeHInpOBKH pa3INYHbIX T€HETHYECKHX BapuaHToB Mosiekyl AlAT ucnonb3yror
UX MOJBMKHOCTH TIPH 3JeKTpodopese, 060o3Hadas OykBamu oT "A" no "Z". Amnenu HacnemayroTCs
0 KOJOMHHAHTHOMY THUMY, crenudunueckuii ¢enotun AlAT ompexpensiercs ABYMs aJUICIISMU.
HaubGonee pacmpocTpaHeHHBIM HOPMAJIbHBIM  (eHOTHIOM  siBisercss Pi*MM  (cpemssist
MOJIBM)KHOCTB), OTIpeielisieMblit y 95% muil eBporieonHo# pacs! [9].

Hedumut A1AT 00b19HO BO3HUKAET B pe3yNbTaTe HACIEIOBAHUS ABYX AS(HUIIUTHBIX aJlIeIeH.
I'eTepo3uroTHoe HOCHUTENBCTBO JACPUIMTHOTO AUl CKOpPEEe MOYKHO paccMaTpuBaTh Kak
MIPEIPACIIOIOKEHHOCTD K Pa3BUTHIO naTosioruu [13, 14].

K OCHOBHBIM NEPHUIMTHBIM aJICNIsSIM OTHOCSTCS BapuaHThl S W Z, mpu KoTopeix AlAT
MOJIMMEPHU3YETCS, 3aJCPKUBACTCS B MIEUEHU U MOCTYNAET B KPOBb B KOJUYECTBE, COOTBETCTBEHHO,
40-60 u 10-20% ot HopmbI [9]. Tomamsromniee OOJBIIMHCTBO CITyYacB KIMHHYCCKH 3HAYUMOTO
nepunura A1AT pasBuBaercs npu denorune ZZ (96%). S-amiens npuoOpeTaeT KIMHUYECKOE
3HaYeHHUE TPU coueTaHunu ¢ Bapuantamu Z win QO (Hynesast ayutens) [15-17].

B ycrnoBusix nepummra A1AT mpOUCXOAUT HEKOHTPOJHMPYEMOE IMOBBIIICHUE AKTHBHOCTH
MPOTEOJIMTUYECKUX (PEPMEHTOB, NPEXKIE BCEro HEUTpOo(UIbHOW 3jacTas3bl, B PE3YyIbTaTe YEro
AIIaCTUYECKHE BOJIOKHA U JIPYTHE CTPYKTYpPbI SKCTPALCJUTIONIIPHOTO MaTpUKCa HUKHUX OTAENIOB
IBIXaTeNbHBIX TyTeH TOJBEPraloTCs MEICHHONW JECTPYKIHMH. OJTO TIPUBOTUT K TOTEpe
AIIACTHYHOCTH JIETOYHOU TKAaHH, Pa3BUTHIO OOCTPYKTHBHBIX HAPYIICHUNA U SM(PU3EMBI.

Anbda-l-aaTUTpUTICHH obmamaer BaXHOU MPOTUBOBOCHAIUTETBHON "
UMMYHOMOJIYJIUPYIOIIEH aKTUBHOCTBIO — BIIMSHHEM HAa IIMTOKUHOBBIM MPO(WIb, MHTPALUIO
JEHKOIMTOB, aKTHBaIMIO U nposudepanuio T-TMMPOUUTOB, HEAOCTATOYHOCTH KOTOPOH BHOCHUT
CYIIIECTBEHHBIN BKJIA/l B pa3BUTHE KIIMHUUECKUX MposBieHuit nepunura A1AT [18].

Baxknyto posib B moBpexenuu yierkoro npu nedumnure A1AT urpaer kypenue. CurapeTHbIN
JIBIM MOXET JOTOJIHUTEIBHO YCHUIIMBaTh mnojuMepusanuio Mojekyn AlAT, Hapymarh CuUHTE3
AIIaCTHHA B JIETKUX, MOAICPKUBATh HelTpoduapHOe Bocnanenue [19, 20].

[Tomumo HapymieHus: 6ajgaHca B CUCTEME MPOTEOIU3-aHTUIIPOTEOIN3 B KAUeCTBE BO3ZMOXKHBIX
MAaTOT€HETUYECKUX MEXaHW3MOB 3M(HU3EMBbl JIETKMX pacCMaTpPUBAIOT MOJABJICHHWE aHTHOTeHe3a B
JETKUX, HapylleHue OanaHca MeXIy NOBPEeXKICHUEM W pereHepaleil mapeHXUMBbl JIEeTKuX,
ayTOMMMYHHBIE PEaKIMH B albBEOJIAPHOM TKaHM U KaNWUISIpax JIETKUX, YCKOPEHHBIN aronTos,
MOBBIIICHNE BHYTPHAIIMHAPHOTO JaBieHust [1].

BonbmaCcTBO CcitydaeB sMmpu3emsl Jierkux cBszaHo ¢ XOBJI. Kpome Toro, y KypHIIbIITUKOB €
HaJIMYMEM PECHUPATOPHBIX CUMIITOMOB, HO He uMeromux auarnoza XOBJI, sMmpuzema BoIsBIIsIIACH
B 52% ciyuaes [21].

1.3. Anngemmonorus 3aboneBaHus UM COCTOAHUA (rpynnbl 3aboneBaHun unu
COCTOSIHUN)

Ilo nanHBIM MeTaaHanM3a, SMpHU3eMa BCTPEUALTCsl Yy B3pOCIOro HaceleHus ¢ yactotoi 0,5-
5,7% [3].

B kpymnHbIX snuaeMuonornyeckux uccienopanuax CIIIA cpenu Oenoro HaceneHHs ITUarHo3
sM(pH3eMbl YCTaHOBIIEH Yy 3,5%, a XpoHHYeCKO# 00cTpyKkTUBHON O0se3uu jerkux (XOBJI) —y 6,3%
oOcieoBaHHbBIX [4].

Tounas pacnpoctpaneHHocTh aepunura A1AT B GOJBIIMHCTBE MOMYJSAIUI HEU3BECTHA, Y
MHOTHX JIUL OH OCTA€TCsl HEAUArHOCTUPOBAHHBIM.

ITo nannsiM EBpomneiickoro jierouHoro ¢onpa, B cTpaHax EBpombsl pacnpocTpaHEHHOCTb
nedunuta A1AT Bapbupyet B npenenax 1 x 1800-2500 HOBOPOXKAEHHBIM, UTO COCTABIIAET HOPSIIKA
125 T1hIC. yenoBek [5, 6]. B cnyuaiiHoif BEIOOpKE PYCCKMX M3 pa3iIM4YHBIX 00JacTel eBpomneickoi
yactd Poccun gacrora Z-amnenu koiebdamacs ot 0,3 mo 1%, gacrora S-amtenu — ot 0,2 1o 1,5%.
Ilo pacueram, B eBpomneilickoli yactu P® oxono 17,7 ThIC. TOMO3UIOTHBIX MJIM KOMIIAyH[-
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reTePO3UTOTHBIX JIUL N0 S- UM Z-ajleny, a Takke 2,6 MiIH. HocuTelel. B a3naTckoil yactu 3tu
dpsl coctapisior 1,2 Teic. 1 500 ThIC. cCOOTBETCTBEHHO [7]. OIHAKO CYAUTH O YacTOTE JIePUIIUTA
A1AT B poccuiickoil NONMyJsALUY HA OCHOBAaHUH 3TUX CBEJCHUM HE MPEICTABISAETCS] BO3MOMKHBIM.

1.4. OcobeHHOCTU KoAupoBaHuA 3aboneBaHUA WM COCTOAHUA (rpynnbl
3aboneBaHun unu coctossHun) no MexayHapoaHOW cTaTUYECKOW Knaccudpukaumm
6ones3Hen n npobrnem, cBA3aHHbLIX CO 340POBLEM

J43 Dmbuzema:

J43.0 Cungpom Makiieona

J43.1 TanmoOynspHas sMmpuzema
J43.2 llentpunoOynspHas smpuzema
J43.8 Hpyras smpuzema

J43.9 bynnes3nas smpuszema

1.5. Knaccudukauusa saboneBaHmsa unu coctosiHus (rpynnbl 3aboneBaHUn unu
COCTOSIHUN)

B 3aBucuMocCTH OT 30HBI MOPa)KEHUS AllMHYCA BBIJIEISIOT CIEAYIONUe TUIbI SMpu3eMbl (TabI.
1):

- [IEHTpHallMHapHas (LEeHTpUIo0yspHast),

- MmapacenTajibHas,

- maHanHapHas (maHIooysIpHas).

B otmenbHyto ¢Gopmy BBIIEISIOT OyIUIe3HYIO SM(HU3EMy, XapaKTepU3YIOIIYIOCS Pa3BUTHEM
YYaCTKOB JECTPYKIIMH pa3zMepoMm Oosiee 1 cM, KOTOpas MOXKET OBITh HMCXOJOM JH000M (GopMbI

aM(pU3EMBI.

Tabmuma 1. Knaccudukarus smpuzembl

XapakTepuCTUKHU LenTpuanunapuas [TananuuapHas [TapacenTanbHas
Mopdostoruueckue | pacuupeHne JNECTPYKIIHS muddysHoe
LHEHTPAJIBbHBIX OTJIEJIOB | MEXKAIbBEOJISIPHBIX pacuIMpeHre  anuHyca,
anuHyca — | meperopojox, CIUsIHUE
pecnupaTOpHbBIX pecnupaTopHbIe BHYTPHJI0JIbKOBBIX
OpOHXHOI 1| OpOHXHOJBI  OCTAIOTCS | CTPYKTYp B €AMHOE
MEXaIbBEOJSIPHBIX HEU3MEHHBIMU BO3JIYIIIHOE
X0JI0B MIPOCTPAHCTBO
Jloxanuzauus Bepxuue noisy, | Huxuue nonau, | CyOrieBpaibHO
W3MEHEHUN HeHTpaibHble oTaeNnbl | nuddy3HOE mopakeHue
BPKT-npusnaku | JIokanbHble y4dacTku | OG1upHbIe 30HBI | JIOKaJIbHBIE  OKpYIJIBIE,
IIPOCBETIICHUS 0€3 | MOHMKEHHOH TUIOTHOCTH | Y€TKO OYEpUYEHHBIE
BUJUMBIX CTEHOK 06e3 BHUIUMBIX CTEHOK,|y4aCTKH MPOCBETICHUS
oOeqHeHne COCyaucToro|c TOoHKUMH (< 1 MM)
pHUCYHKa CTECHKaMu
ITpruynnel CurapeTHslil 1pIM Hedunut A1AT, | CurapetHblit JbIM,
CUTApPETHBIN JbIM UAMONITHYECKAS

Hedunut A1AT pa3nenstor Ha Cleayromue KTHHUIECKUE TUTIBI:
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- nepuut A1AT ¢ mpeuMyIeCTBEHHBIM MMOPAKCHUEM IreNaToOOMIMAPHON CUCTEMBI;
- neduut A1AT ¢ mpeuMyIeCTBEHHBIM MOPAKCHUEM JIIXaTeITbHON CHUCTEMBI;
- nepunut A1AT ¢ coueTaHHBIM OPaKEHUEM JIETKUX U TIEYCHH.

1.6. KnuHu4yeckas KapTuHa
3aboneBaHU UNN COCTOAHUN)

3aboneBaHunA

nnun COCTOAHUA

(rpynnbli

Kimmandgeckne CHMIITOMBI CO CTOPOHBL I[le&TGHBHOﬁ CUCTCMbI IIpH 3M(1)I/I3CMC JICTKHUX
H@CHGHI/I(l)I/I‘-IHI)I. OcHOBHbBIE CUMIITOMBI — 3TO OJIbIIIKAa U CHUKCHUEC IICPECHOCUMOCTHU (1)I/ISI/I‘ICCKI/IX

Harpy3ox.

[lepBeiM mposiBieHHMEM 3MQu3eMbl (0COOEHHO B Cllydae MapacenTalbHON 3MQHU3eMbl) HIH
OCJIO)KHEHHEM YK€ N3BECTHOTO 3a00JIeBaHHS MOKET OBbITh CIIOHTAHHBII MHEBMOTOpAKC [22].

Kak u npu G0nbpIIMHCTBE JPYruX HACIEACTBEHHBIX 3a00JI€BaHUM, KIIMHUYECKHUE MPOSBICHUS
nepunuta A1AT cuabHO BapbUpPYIOT U 3aBUCAT OT (PaKTOPOB OKPYKAIOIIEH CPEJIbI.

Cpenu knuHMYeckux nposiieHui aepuuura AIAT y B3pocibIx IpeoOsafaroT Jero4yHble

TUNUYHBIME ~ TIPOSIBJICHHUSIMH
OpOHXHTHI,

(bopMBl.
P INBUPYIOIINE

3a0o0sieBaHUA
OpOHXO00OCTPYKTUBHBII

SABJIAKOTCA
CHHIPOM  C

ampuzema,  XOBJI,
COOTBETCTBYIOILIEH

KIIMHUYECKOW CUMIITTOMATHKOW — MPOrpecCcupyronias o/bliKa Ipu GU3nYeckoi Harpy3Kke, SMu301bl
CBHCTSILIETO JIbIXaHHMsI, Kallle)b, POAYKIUS MOKPOTHI [23-27].

VY nmauuentoB ¢ XOBJI Hanuune BeipaxkeHHON sMpuzemsl Jerkux no KTBP accouunpyercs c
00JIBIIIEH CMEPTHOCTBIO M ITPOTPECCUPOBAHUEM OCHOBHOTO 3a00ieBanus [28].

Psn mury ¢ nepunurom A1AT umeroT HopMaibHBIE TTOKa3aTelu (YHKIIUU JIETKUX HA MOMEHT
MMOCTAHOBKM JMarHo3a. TOYHbIM MpOTHO3 (IIpU €CTECTBEHHOM TEUEHUH 3a00JIeBaHUs) Y JaHHBIX

HeusBecTteH. OmHako

WHIUBHIYYMOB

€CTh

JaHHBIC, TOATBEPKIAIOIINE HOPMAIBHYIO

BBDKHBAEMOCTh Y HEKypsAIIuX Juil ¢ PiZZ-denotumom [29].
Hawnbonee pacnpocTpaHeHHOM MPUYUHON CMepTH Yy TarieHToB ¢ aedurutom A1AT sBasercs
JbIXaTenbHAs HEAOCTaTOYHOCTh (45-72% cmepTeit), 3atem ciemyer uuppo3 mneuenun (10-13%

cmepreii) [30, 31].

2. OwarHocTtuka 3aboneBaHuMa wnu
COCTOSIHMW) MeAULMHCKME MOoKa3aHuA
MeToAOB ANarHOCTUKMU

cocTosiHuA (rpynnbl 3aboneBaHMU WU
M NPOTUBOMNOKA3aHMA K MNPUMEHEHUIo

BonbmHCTBO citydaeB AM(HU3EMBI JIETKHX acCOIMUPOBAHO ¢ KypeHueM u Hamumuuem XOBJI,
4yTO 00yCIaBIMBAET HEOOXOIMMOCTh 0OCIeJOBaHNE HA MPEAMET HaJIUuus JAHHOTO 3a00JIeBaHUS Y

BCEX JIMI] C SM(PHU3EMOM.

JIuarnoctuueckue Mapkeps Aepurmra A1AT cymmupoansl B Tadi. 2 [9, 32].

Tab6muma 2. JImarnoctuueckue mapkeps! nedunura A1AT

HpOHBJ’IeHI/IH CO CTOPOHBI OPraHOB JbIXaHHA

HpOHBJ’IeHI/IH CO CTOPOHBI APYIrUX OpPraHOB U
CHUCTEM

Pano Bo3Hukmas smduzema (B Bozpacte 10 45
TIeT)

OM¢uzema JETKUX B OTCYTCTBHE H3BECTHBIX
(bakTOpoB pHUCKa (KypeHHUE, MPOU3BOJCTBEHHOE
BO3/ICWCTBUE MBUTU U JP.)

OMpuzema ¢ NPeUMyLIECTBEHHBIM OPaXXKECHUEM
0a3aJbHBIX OT/IEJIOB

Pazsutue XOBJI y nun monoxe 40 et u/umm co

BonesHp nedyeHn HesICHOW ATHOJIOTHH
Hexporusupyromuii MaHHUKYJIUT
ANCA-acconMupoBaHHbINA BaCKYJIUT

Hanmnune B cemeliHOM aHamHe3e 3MQU3EMBI
JEeTKUX, OpOHXO3KTa30B, OO0JIE3HH MEYEHHU,
NaHHUKYJIUTA MO0 MOATBEPKIAECHHBIN JeUIHT
A1AT y KpOBHBIX POJICTBEHHUKOB (OCOOEHHO y
OpatbeB U cecTep)
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cTaxkeM Kypenusi menee 20 mayek-jier
BpoHx03KTa3bl HESICHOMN 3THOJIOTUU
OpoHXHATbHAS aCTMa C YCTOWYHMBBIM K TEparuu
HapylmieHneM (pyHKIUU JTeTKUX

- [NanmentoB ¢ XOBJI, ocobenno npu nedrote 3aboneBanus B Bozpacte < 40 jet, craxe
Kypenust < 20 mayex-neT, sM¢pu3eMaTo3HoM (peHOTHIIe, ¢ MPEUMYIIECTBEHHBIM PACHOJIOKEHUEM
aMdu3emMbl B 0a3alIbHBIX OTACIAX PEKOMEH/IyeTcsl TecTupoBath Ha aedurmt A1AT [9].

YpoBenb yoeaurensHOCTH pekoMeHaanuii C (ypoBeHb IOCTOBEPHOCTH JI0KA3aTEILCTB S).

KommenTtapun. Pannee BeisiBnenue nedpunmra A1AT mo3BoguT mpeaynpeauTh BO3ACHCTBUE
(akTOpOB pHUCKa (KypeHHE U Ap.) U MOHUTOPUPOBATh COCTOSIHUE MaI[UEHTA.

2.1. XKano6bl n aHamMHe3

[Tpu cbope aHamHE3a y MAUEHTOB C AM(PU3EMO JIETKUX, BCEM MAIlUCHTaM PEKOMEHIYETCS
OIICHMBATh HAJUYME OJBIIIKHM, Kalllsf, MPOAYKIIMH MOKPOTHI, XPUIOB B TPy, Bo3pacT JedroTa
KIIMHUYECKHUX MPOSIBICHUH, YTOUHATh HAJMYKE MATOJIOTUU JbIXaTeIbHOM cucTeMbl (3M(U3EMbl) U
IMEYCHNU Yy KPOBHBIX POJACTBCHHHUKOB, a TAKXKE OLCHHWBATH aHAMHE3 KYPCHHA C PACUCTOM HHJCKCA
KypsIlIero 4yejgoBeka (Madek-yeT) A MCKIIOYEHUS MOTEHIHAIbHBIX MPUYMH 3M(U3EMBbI JIETKUX
[33].

Yposenb yoeauTenpbHOCTH pekoMeHaanuii C (ypoBeHb JOCTOBEPHOCTH JI0KA3aTEIBCTB 4).

KomMmentapuu: KnuHndeckrne mposiBICHHUS HAUMHAKOTCS, KaKk MPaBHIIO, B CPEIHEM BO3pacTe
(32-41 ron), XOTs ommcaHa 3HAYMTEIbHAs BapHaOeIbHOCTh BpeMeHH ux aebrota [9, 34-36]. Ha
CKOPOCTh DPAa3BUTHS M TSDKECTh MOPAXEHHS JIETKUX CYIIECTBEHHOE BIMSHHME OKa3bIBAIOT PSI
BHCIIHUX (B TIEPBYIO OdYepeab KypeHHWe) H TeHeTHYeckuX ¢akropoB. OHAKO WA C
HenoctaTouHOCTRI0O A1 AT moryt 6onets XOBJI nake mpu oTCYTCTBUM KypeHUs B aHAMHE3e.

VY mammentoB XOBJI ¢ nepuniurom A1AT no cpaBHenuto ¢ 6onpHBIME XOBJI 6e3 Hero 6omnee
BBIpa)KEHA OJIBIIIIKA, XYXKE KaueCTBO >XM3HH M (pyHKIHMOHambHbIe Tokazarenu [37]. K dakxTopam
pucka osicTporo nporpeccupoBanust XObJI y maruenToB ¢ nepunurom A1AT oTHOCITCS KypeHHE,
MPUHAUISKHOCTh K MY)XCKOMY IOJTy, NEOIT KIMHUYECKUX MposiBIieHWH B Bospacte 30-44 ner,
O®BI1 B unrepBane 35-79% OT AOMKHOTO, OTpULIATENbHAS MPo0a ¢ OPOHXOJUTHUKOM M HU3ZKUN
ypoBenb A1AT.

Bcex mammenToB ¢ gedumutom  AlAT He3aBUCMMO OT BO3pacTa PEKOMEHIYETCs
paccrpaimBaTh O HATUYUH CUMIITOMOB CO CTOPOHBI I'eNaTOOUIUAPHOM CUCTEMBI, JIJIS1 HCKITFOUCHHS
MATOJIOIMH IICUCHH U JKETUEBBIBOISMINX IPOTOKOB [ 38-40].

YpoBenb yoeaurensHocTH pekomMeHaanuii C (ypoBeHb TOCTOBEPHOCTH J0KA3aTeIbCTB 5).

KommenTapun: Y HEKOTOPBIX MAIlMEHTOB 0O€3 IMPU3HAKOB pPAaHHETO 3a00JCBaHMs ICUEHU
BO3HMKAET HapylleHue QyHKIHUU NEYeHU B MOAPOCTKOBOM Bo3pacte U nozxe. [lopakenue neyenu
BO B3pOCIIOM BO3pAacTe MPOSIBISETCS MEJIKO- M KPYIHOY3JIOBBIM IIUPPO3OM U YacTO MPHUBOJUT K
Pa3BUTHUIO FEMaTOEIUTIOMSPHON W XOJIAHTHOIIEIUTIONISAPHO# KapunHoMbI [ 38-40].

2.2. ®usnkanbHoe obcnegoBaHue

IIpu QusukanpHOM 00CIEIOBAHUU NAIMEHTOB ¢ SM(U3EMON JIETKUX, KaK IMpaBuio,
BBICITYIIMBAETCS OCNa0JICHHOE JbIXaHWEe MPH ayCKYNbTAllMM M KOPOOOYHBIN 3BYK MpHU MEPKYCCHUH,
MOXKET OMNPEAENAThCA NapaJoKCaJbHbIN NMyabc. K XapakTepHbBIM KOHCTHUTYLIMOHAJIBHBIM 4Y€pTaM
TaKUX MAI[MEHTOB OTHOCATCSI CHW)KEHHBIA MHAEKC Macchl Tena, 00ukooOpaszHas TpyaHas KIETKa C
TOPU30HTAIBHBIM PACIIONIOKEHHEM pebep, CrIIaKEHHOCTh MEXPEeOepHBIX MPOMEXYTKOB, IUPOKUI
aMUracTpaNbHbIi yrou [1, 41].
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[Ipu npoBeaeHnu (HPU3MKATBHOTO OCMOTpA y MAlMEHTOB ¢ NOoJ03peHueM Ha aepunur AIAT
HE0O0X0MMO TakKe OOpallath BHUMAaHHWE HA COCTOSIHUE TeNaTOOMIMApHOW CHUCTEMBI U KOXKHBIX
nokpoBoB. [Ipu nepumnmre A1AT ¢ npenMyIecTBEHHBIM NOPaKEHHEM IIEYSHU IPU OCMOTPE MOTYT
OBITH BBISIBJICHBI ITPU3HAKH IUPPO3a TICUCHH.

OmHuM W3 KIMHUYECKUX mposiBieHui nepummura AlAT sBnseTcs HEKPOTHU3UPYIOMIMNA
MAaHHUKYJIUT, NI KOTOPOrO XapaKTEpPHO IMOSBICHHUE IOJKOXKHBIX Y3J0B Ha 001acTU SArojuil,
HUKHEH YacTH )KMBOTA, IPOKCUMAJIbHBIX OT/JEJIOB KOHEUHOCTEH.

- Y Bcex ManyeHToB ¢ AMPHU3EMOH JIETKUX PEKOMEH TyeTCs HCIIOJIb30BaHHUE MTyIbCOKCUMETPUHT
ISl OLICHKH HACBIIICHUS reMoryioouHa kuciopozom (SpOz2) [42, 119].
YpoBeHb yOeauTEeTbHOCTH peKoMeHIanuii B (ypoBeHb TOCTOBEPHOCTH JI0KA3aTEILCTB 2).

2.3. JlabopaTopHble AMarHoCTUYeCKue uccrnenoBaHus

- Ilaumentam c¢ »sm¢uzemoit serkux npu 3HadyeHUH Sa0z <= 92% 1m0 JaHHBIM
MyJIBCOKCUMETPUU PEKOMEHIYETCsl TTPOBEJCHNE aHAN3a ra30B apTepUAIbHOW KPOBH JJISI OLIEHKU
BBIPOKEHHOCTH THITIOKceMun [42].

YpoBeHb yOeaUTEIbHOCTH PeKoMeHAaIiil A (YpOBEHb JTOCTOBEPHOCTH JI0OKA3aTEILCTB — 2)

- Bcem mamuentaMm c mojpo3peHHeM Ha HaciencTBeHHbIM aeguuutr A1AT pexomenmyeTcs
OTpe/IeTICHNEe aKTUBHOCTH alib(a-1-antutpuncuna B kposu [9, 23, 39, 40].

Yposenb yoeauTenpbHOCTH pekoMeHaanuii C (ypoBeHb JOCTOBEPHOCTH JI0KA3aTEIBCTB 4).

Kommenrtapuu. B ycnoBusx P® onrtumanbsubiM sBisiercs omnpeaeneHue ypoBHsS AlAT
METOJIOM UMMYHOTYpOUIUMETPHUH, TIPH KOTOpoil HopMaibHbIMU 3HaueHUsIMU A1AT B chiBOpoTKe
KpoBH OyayT cunrtathes 0,9-2 /i1 (pu M3MEepeHUH METOI0M HederoMeTpun — oT 2 10 4 r/1) [23].

[lpu wHTEpHIpeTanuu pe3yabTaTOB CIIEAYeT YYHTHIBATh, YTO NpPU HWHQPEKIHUOHHBIX |
BOCTIAJIMTEIIBHBIX PEAKIHAX, OMYyXOJsIX, CTpecce, MIOKe, OCpeMEHHOCTH, MpUEME Ipernaparos,
BKJIFOYAIONIUX B COCTaB BemiecTBa u3 rpynmsl 3ctporeHoHoB (ATX G03C), ypoBerr A1AT B kpoBu
noBeimraercst  [39, 40]. HccnemoBanue Jydine MPOBOAWTH BHE TepHojia  OOOCTpEHHS
accoruupoBanubIX ¢ Aeduuutom A1AT 3aboneBanwmii [45].

- Ouenka ypoBHs al-¢pakuuu ri100yJMHOB IPU ONPENEICHUM COOTHOLIEHHS OEIKOBBIX
¢bpakuuii MeTrosoM 3eKTpodope3a MIM METOJOM BBICOKOUYBCTBUTEIBHOIO KalUJUIIPHOTO
anekTpoopeza ¢ nenbio auarHoctuku jgepunura A1AT He pexkoMmeHayercs, Tak Kak TpeOyer
JaNbHEUIINX UCCIeIOBAaHHUMN VIS TOATBEPXKICHUs auarHo3a [9, 48].

VYpoBeHns yoeautenbHOCTH pekoMenaanuii C (ypoBeHb JOCTOBEPHOCTHU J0KA3aTENIbCTB 5).

Kommenrapuu. CHuwxenue nubo otcyrctBue ¢pakuuu al-rnoOyauHOB MpH PYTHHHOM
anekTpoopese OENKOB IUIA3Mbl KPOBM TO3BOJIIET 3amofo3puth Hamuuue neduuurta A1AT,
NOCKOJIBbKY OH cocTaBiseT 80-90% al-rnoOynuHOB KpOBH.

- Beem marmentam ¢ nedururom A1AT peKOMEHIYETCsl €KEeroHOe UCCIIeI0OBAHNE aHATN3a
KPOBH OMOXHMHYECKOTO OOIIETEPaneBTHYECKOTO C MCCIEIOBAaHHEM YPOBHS alhOyMHHA B KPOBH,
UCCIIC/IOBAaHUEM YpOBHS  oOmiero OwiMpyOMHa B KPOBH, OIpPEICIICHUEM AaKTUBHOCTH
acrapTaTaMHUHOTpaHCc(epa3bl B KPOBHU, ONPEICICHHEM aKTUBHOCTH ajlaHMHAMUHOTpaHC(epasbl B
KPOBH, OIpEACICHUEM aKTUBHOCTH TraMMa-TIIIOTaMHITpaHC(epa3bl B KPOBH M HCCICIOBAHHE
YPOBHSI TPOMOOITMTOB B KpOBH [47].

Yposens yoeaurenbHOCTH pekoMeHaanuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIILCTB 5).

Kommenrapuu. Y mnamuentoB ¢ gepunutoM AlAT YacTo BBISBISETCS TPaH3UTOPHOE
MOBBIIICHUE TpaHcaMuHa3. CHU)KCHUE CHHTETHYCCKOW (YHKIIMH TEYCHH (CHIDKEHHE allbOyMHUHA) U
TPOMOOIMTOTICHHUs O0JIee CIICIU(PUYUHBI IS [IUPPO3a MCUCHH.
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2.4. MHCprMeHTaﬂbele AnarHoctu4yeckue nccriegqosaHus

MeToAabl Busyannm3aummn

- Bcem mammentam ¢ mojo3peHHeM Ha SM(QU3EMY JIETKMX PEKOMEHIYETCsS IPOBOIUTH
MPULIETBHYIO PEHTICHOTPaUI0 OPTaHOB I'PYJHON KIETKU B IPSAMOM MPOEKITUH JUTS TTOITBEPKACHUS
JIMarHo3a UCKIIIOYCHUS IPyruX 3a00JIeBaHUI OPraHOB JbIXaHus U cpepoctenus [43, 44].

YpoBenb yoeaurensHOCTH pekoMeHaanuii C (ypoBeHb IOCTOBEPHOCTH JI0KA3aTEILCTB S).

Kommenrtapuu. K xapakTepHbIM mpu3HAKaM 5M(U3EMBI JISTKUX OTHOCSTCS HU3KOE CTOSTHHE H
yIionieHue aquadparMel, BEpTUKAIbHOE TIOJI0KEHUE Cep/lla, YBEINYCHNE TIEpeTHE3aIHET0 pa3Mepa
TPYIHOW KIETKM W pacIIUpEeHUE pPETPOCTEPHATBHOTO MPOCTPAHCTBA, OOEAHEHUE JIETOYHOTO
PHUCYHKA, 9aCTO BCTPEUAETCS TOPU3OHTAIBHOE PACIOJIOKEHNE pedep U paciInpeHne MexxpeOepHbIX
MIPOMEKYTKOB.

Jns marmenToB ¢ sMpuzemort Ha ¢oHe nedunmra A1AT OGonee XapaKTEpHO MOpaKeHHE
HWXXHHUX OTACIIOB.

Y gactn IIaITMEHTOB C BMq)HSGMOfI JICTKUX Ha HaYaJIbHBIX 3JTalnaX HW3MCHCHUA Ha
PEHTreHOrpaMMe OPraHOB I'PYIHOM KJIETKH MOTYT OTCYTCTBOBATb.

- YV manmeHToB C BIEPBBIC BBISBICHHONW SM(U3EMON JIETKHUX, HAIMYHEM DPECHHPATOPHBIX
CHUMIITOMOB W/WJIM W3MEHEHHEM ToKa3arejei (YHKIUH JIETKHX PEKOMEHIYeTCs NpOBEIACHUE
KOMIIBbIOTepHO# ToMorpaduu Beicokoro pasperienus (KTBP) opranos rpyanoit kinetku [49].

Yposens yoeaurenbHoCTH pekoMenaaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 4)

KommenTtapun. KTBP opranoB rpyaHoO#l KIETKH SBIIS€TCS HamOoJiee YyBCTBUTEIBHBIM W
CHeU(pUYHBIM METOJOM Uil BBISBICHMS, OLIGHKM BBIPQKEHHOCTH U Mopdoiaoruueckoi
XapaKTepUCTUKH dMbu3eMbl jterkux [50].

OMpuzema MposBiISeTCS B BUAE OTACIbHBIX YYaCTKOB MOHMKEHHOM IUIOTHOCTH 0€3 KaKHX-
100 TpaHUIl WK OTPAaHUYEHHBIX TOHKUMHU (MeHee | MM) CTeHKaMH, B IIEHTPE TaKUX MPOCBETICHUM
MO>KET HaXOJAUThCS TOUKA — BETBb JIETOUHOM apTepuHu.

[Ipu nmedunmre AIAT kKIacCMYECKUM NPHU3HAKOM SBJISETCS IMaHIOOYIspHas sMmduzema ¢
PEUMYIIECTBEHHBIM MMOPAKESHUEM HIKHHX J10J1eH jierkux [1, 9].

HauGonpiieit 4yBCTBUTENBHOCTBIO M CIHEUU(DUYHOCTHIO B OLEHKE MPOrpecCHpOBaHUs
sMbuzeMbl  00JIajaeT  METOJl  PEHTT€HOJCHCUTOMETPHH, KOJIMYECTBEHHO  OLIEHUBAIOLIUI
BBIpa)KEHHOCTH 3Mpu3emsr [49, 51].

- Pexomennyercst perynsapHoe mnposeaenue KTBP opranoB rpyaHoil KIEeTKH JUisl OLIEHKH
MPOrpecCUpOBaHus SM(U3EMbI y TAIIMEHTOB ¢ TsDKENbIM nedururom A1AT [52].
YpoBenb yOeaquTensHOCTH pekoMeHaauui B (ypoBeHb T0CTOBEPHOCTH J0KA3aTEIbCTB 2).

dyHKUMOHaNbLHaA QUuarHocTuka

- Bcem nanmentam ¢ nogo3penueM Ha XOBJI u amdu3zemy J1erkux peKoMeH1yeTcsi IPOBOJUTh
CIMPOMETPUIO C OpPOHXOAMJIATALMOHHBIM TECTOM JUIS BBISIBICHHS U OLIEHKH CTENEHH THKECTH
0OCTpPYKIIMH AbIXaTeIbHBIX yTel [53, 54].

VpoBeHb YOCAUTENBHOCTH peKOMeHaui 4 (YpOBEHb JOCTOBEPHOCTH J0Ka3aTeabcTB — C)

- Bcem manmmeHTaM ¢ BBIp@XKEHHOW SM(U3EMOI JIETKUX W HAJIMYUEM PECHUPATOPHBIX
CHUMIITOMOB PEKOMEHYEeTCsl MpoBeleHHe OoauruieTu3Morpaduu u uccienopanue auddy3noHHON
crocoOHOCTH Jierkux [55, 56].

Yposens yoeaurenbHoCTH pekoMeHnaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIILCTB — 5)

Kommentapuu. MeToibl MCCIeIOBaHUs JIETOYHBIX 00bEMOB U TU(PPY3UOHHON CIIOCOOHOCTH
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JIETKUX SIBISIOTCS 0OJiee YYBCTBUTEIBHBIMH YeM CIHPOMETPHUS IS OLECHKH (DYHKIIMOHAIBHOTO
cTaTyca MallueHTOB C IM(U3EMOH JIETKUX.

Jlist smdu3eMbl nerkux xapaktepHo cHimkeHne DLco menee 80% OT NOMKHBIX BEIHYWH MPU
OJTHOBPEMEHHOM CHI)KEHUHU oObeMma (opcupoBaHHOro Bboxa 3a 1 cex (ODB1) menee 80% ot
JOJKHOTO W/WUTM TIOBBIMIEHUHM 0CcTaTo9HOro odbvema jerkux (OOJI) 6onee 120% ot moipkHOTO, a
taxxke yBennuenuu ®OE u ornomenuun OOJI/OEJI [57, 58].

- [Marmmentam ¢ gedpururom A1AT, HE COMPOBOKAAIOUIMMCS KIMHHYECKUMH TPOSIBICHUSIMH,
PEKOMEH/TyeTCsl IIPOBEJICHUE CITMPOMETPHHU Ha dTare nepBu4HOro oocienosanus [59, 60].

YpoBenb yoeaurensHOoCTH pekoMeHaanuii C (ypoBeHb IOCTOBEPHOCTH JI0KA3aTEILCTB 4).

Kommenrtapuu. [lo nanHbM cimpomeTpuu y nanueHToB ¢ aepuuurom A1AT onpenensercs
MPEUMYIIECTBEHHO OOCTPYKTHBHBIM THN HapylIeHWH, y MHOTHX TIIallMEHTOB OIpEaesIeTcs
00paTUMOCTh OPOHXHAIBHON OOCTPYKIIHH.

Pannsis muarnocTrka QyHKIIMOHAIBHBIX U3MEHEHUH (OpOHXHAIBHOM OOCTPYKIIMH) TTO3BOJISET
CBOEBPEMEHHO MPHUHATh MEpHl M0 YCTPAaHEHHIO (aKTOPOB pPUCKA MOBPEXKICHUS JIETKUX, HauyaTh
tepanuio XOBJI u paccMoTpeTh Bonpoc o cnenuduueckoi tepanuu geumura AIAT.

- [Manuentam c¢ nerounoit gopmoii nedpunura AIAT BHayane peKOMEHIYyeTCsl MPOBOJIUTH
CIUPOMETPUI0 KaxJple 6-12 wMecsieB Uil MCKIIOYEHHUS OBICTPOTO  MPOTPECCHUpPOBAHUS
3a00JIeBaHMs, TIOCIIE Yero 4acTOTa MCCIIE0BaHNI MOKET ObITh CHIDKEHa [9, 47].

Yposenb yoeauTenpbHOCTH pekoMeHaanuii C (ypoBeHb JOCTOBEPHOCTH JI0KA3aTEIBCTB J).

KommenTtapun. Ckopocth cHmkenus ODPBI1 mpu gedunure A1AT cuibHO BapbUpyeT y
Pa3HBIX NAI[UEHTOB.

- [Naiuentam c gedpunurom AIAT pexomeHayeTcsl €KErogHO MPOBOJIUTH YIBTPa3BYKOBOE
uccnenopanue (Y3M) opraHoB OpIOIIHOW IOJOCTH ISl MCKIIFOUCHHsI TPOSIBICHHS OOJIC3HH CO
CTOPOHBI TieueHu [47].

Yposenb yoeauTenbHOCTH pekoMeHaanuii C (ypoBeHb JOCTOBEPHOCTH JI0KA3aTEIBCTB S).

2.5. UHble gnarHocTnyeckme uccriegoBaHus
PeHOTUNMPOBaAHUE U FTEHOTUNUPOBaHUE

[Tox TepmuHoM "deHOTHN" TPUHITO TOHUMATH JKCIpPEcCHio omnpeneneHHoro tuna A1AT, a
MOHATHE TEHOTHUIT OTPaXKAET CHEHU(PUIESCKYI0 KOMOMHALIMIO aJlIeNeit.

- BceM mamueHTaM ¢ KauHWYeCKUMH TpusHakamu aedunura A1AT (cm. tabn. 1) w/mnum
cHIbKeHHON koHueHTpauud A1AT B chIBOPOTKE KPOBU PEKOMEHIYETCS! MPOBOJIUTH OMpEEIICHUE
¢benoruna u resoruna [39, 40].

VYpoBenb yoeaurensHocTH pekomMeHaanuii C (ypoBeHb TOCTOBEPHOCTH J0Ka3aTeIbCTB 4).

Kommentapuu. ['eHoTunupoBaHue oOnagaer HauOoJblIel  YyBCTBUTENBHOCTHIO U
cneunpuyHoCThIO s ompenenenus nepuuurta A1AT (S- u Z-amnenm). Ilo ypoHio AIAT B
CBIBOPOTKE KPOBH HEBO3MOXHO MPEAIOJIOKUTH reHoTHI Aeunuta A1AT.

I'eHoTUIIUpOBaHME MPOBOAUTCS METOAOM aulenbcnenuduyeckoi amruMpukanuy (s
BBISBIICHUS ayienied S u Z) wiu npsMbiM cekBeHupoBanueM JIHK, BbineneHHON H3 1r0OBIX
SPOCOICPKANIMX KIETOK JUTS BBISBJICHUS pelKuX MyTanuii [46].

Onpenenenne ¢enoruna AlAT (A-Z) pexkoMeHAyeTcss TMPOBOJUTH C  TOMOIIBIO
TOHKOCJIOHHOTO HM303JeKTpudeckoro ¢okycupoBanusi [9]. HawanpHeiMu OykBamu andaButa
0003HAaYalOT BapUaHThl C BBICOKOM CKOPOCTHIO MEpPEMEIleHNUs, KOHEUHbIMU — IepeMEeLIatoIuecs ¢
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HHU3KOU CKOPOCTBIO.

3. JleyeHne, BKNroO4vasn MeaAUKaAMEeHTO3HYH0O U HeMeOQUKaMeHTO3HYH Tepanuu,
AuvneTtToTepanuio, 06936011V|BaHV|e, MeaANMUUNHCKMEe NMOoKa3aHusaA U nNpoTuBonoOKa3aHuUA K
npuMeHeHNo MeToA0B Jle4YeHUsA

3.1. KoHcepBaTMBHas Tepanus

- Beem nmarmenTam ¢ amMmdusemMon JIerkux peKOMEHIyeTcsl 0TKa3 oT Kypenus [61, 62].
Yposens yoeaurenbHoCTH pekoMenaaiuii C (ypoBeHb JOCTOBEPHOCTH J0Ka3aTe/IbCTB — 4)

- IIpu oTcyrcTBMM IPOTUBONOKA3aHUM AJIS MOAJEPKKH YCUIIUI MO MPEKPaLIeHUI0 KYpPEeHUs
PEKOMEH/TyeTCsl Ha3Ha4aTh MpenapaThl, IPUMEHSIEMbIE TPU HUKOTHHOBOM 3aBUCHMOCTH [ 63-67].

YpoBeHb yOeAUTEIBHOCTH PeKoMeH 1aIiil A (YpOBEHb JTOCTOBEPHOCTH JI0KA3aTEILCTB — 1)

Kommenrtapun: ®apmaxorepanuss 3pQGEKTUBHO MOIJEPKUBAECT YCHWINS IO IMPEKPaIEHUIO
kypenusa. K mnpemaparam nepBod JMHUM JUId JI€UYeHUS TabauyHON 3aBUCHUMOCTH OTHOCSTCS
BApPEHUKJINH, HUKOTUH, B TOM YHUCII€ B (hopMe TpaHCAEPMaIbHOUN TepaneBTUUECKON CUCTEMBI.

- V manuentoB ¢ sMmbuszemoin jierkux, obycinosnennon XOBJI w/mmm nedpummrom AI1AT,
PEKOMEH/IyeTCSl MCIOJIL30BaTh JUTMTEIBHOTO JCUCTBUS aHTHXOJIHHEeprudeckue cpenactsa (JJAX),
cenekTuBHble Oeta2-anpeHomumetuku (JIBA), rmoxoxoptukouast (MI'’KC) — B dopme ans
WHTAISIUH — W, KomMOWHanuu mepeuncieHHbix mnpemnapatoB (AJBA/AJIAX, AABA/MI'KC,
JOABA/JJAX/UT'KC) o cranaapTHbIM mokaszanusim [9, 53].

Yposenb yoeauTenbHOCTH pekoMeHaanuii C (ypoBeHb JOCTOBEPHOCTH JI0KA3aTEIBCTB S).

Kommentapuu. Jleuenune XObBJI mpoBoauTCcs B COOTBETCTBUHM € MEXKIYHAPOJIHBIMH U
OTEYECTBEHHBIMU PEKOMEHJAIMSAMH T10 JICYCHHUIO TAaHHOTO 3a00JIeBaHMUsL.

- ns nedenns oboctpennit XOBJI Ha done nepummra A1AT pekoMeHmyeTCsl yBETUUCHHE
703 TpernapaToB JJsl JIeYeHHS OOCTPYKTHBHBIX 3a00JIeBaHMN [bIXaTeNbHBIX MyTe B Qopme
UHTAIIALINN, HA3HAYeHHE KOPOTKUX KypCOB TIIFOKOKOPTHUKOUIOB ACUCTBUS, TPU U3MEHEHUH CBOMCTB
MOKpPOThl — paHHEE HCIOJIb30BAaHUE AHTUOMOTUKOB, a TaKKe IPOBEACHHE PECIHPATOPHOM
O IIEPKKH [IPH HAIMYKHK ToKazanuii [1, 9, 23].

VYpoBenb yoeaurensHocTH pekomeHaanuii C (ypoBeHb IOCTOBEPHOCTH J0Ka3aTeIbCTB 4).

KommenTapun. O6octpenuss XOBJI, ocoGenHo ¢ mpu3HakamMu OakTepualbHON MH(EKIUHU, Y
nanueHToB ¢ nedpunuroM A1AT xapakTepu3yroTcs H30BITOYHOM JIaCTa3HONH aKTUBHOCTBIO, B CBSI3H
C YeM aKTHUBHOE JIEYCHHE JOJKHO ObITh HA3HAYEHO KaK MOKHO paHbIIIe.

3amecTuTenbHasa Tepanusa

Ha cerogusmHuili JeHb €AMHCTBEHHBIM JOCTYIHBIM CHELU(PUYECKUM CPEACTBOM JICUCHHS
sMpu3eMbl Jerkux, ooycinonneHHol aedunutom A1AT, sBnseTcs BHyTpUBEHHAs 3aMECTUTENbHAs
Tepanus anbdal-npoTenHa3bl UHTUOUTOPOM (YETOBEYECKMM), MOIYYEHHBIM U3 IyJa JOHOPCKON
IJ1a3MBl.

3amecTuTenbHas Tepanus 3PPEKTUBHO CHIKAET €XETr0IHYIO MOTEPI0 JIETOUYHON TKAaHU, O YeM
CBH/IETEIILCTBYET OIICHKA MOKa3aTesaeld peHTTeHOJEHCUTOMETpUH B AuHamuke [68-72]. EcTb Take
JAHHbIE, TOATBEP)KIAIOIINE yYMEHbIIEHUE CKOpocTH cHKeHHs OPBIl B rox m cratucTuyecku
3HAYUMOE YBEJIMYEHUE IPOJOJDKUTEIBHOCTH JKU3HH IPU MPOBEIECHUU 3aMECTUTENIBHON Tepanuu
[60, 70, 72-75]. CormacHo psay WCCIEIOBaHUN, 3aMECTHTENbHAs TEpamust CIOCOOCTBYET
CHIDKEHHIO YacTOTHI U YMeHbILIeHHIO TshkecTu oboctpenuit XOBJI npu nepunmre A1AT, a takxe

YIYUHICHUIO KAa4Y€CTBA KU3HU IMAUCHTOB, OIHAKO ,Z[OKEBE[TCJ'H:HOI‘;I 63.3191 IIOKa HEAOCTATOYHO [76-
78].
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- BHyrpuBennas  3amectuTenbHas — Tepanus  anbgal-mpoTenHazbl  MUHTHOMTOPOM
(denoBedeckuM) pekoMmeHayercs B mo3e 60 Mr/kr exeHenenbHO Jmnam ¢ aedumurom A1AT
¢enotunoB Pi*ZZ, Pi*ZNull, Pi*NullNull nu6o #c penkumu neQUIUTHBIMH BapHaHTaMHU C
koHnenTpanueir AIAT mensiie 0,8 r/a (11 mMxMounb/n) crapmie 18 neT, HATUYMEM KIMHHUYECKHX
MPOSIBJICHUHN CO CTOpOHBI opraHoB jabixanus u ODB1 30-65% ot momxkuoro [9, 23, 73, 78, 79, 80].

YpoBenb yoeaurensHOoCTH pekoMeHaanuii C (ypoBeHb IOCTOBEPHOCTH JI0KA3aTEILCTB 4).

KommenTapuu. 3amecTuTenbHash Tepamnusli HalpaBlieHAa Ha JOCTWXKEHUE U TOJIep KaHHe
koHIeHTpanuu AlAT Beime mopora 6e3omacHoctd — 0,8 1/1. YcTpaneHue nedumnmura HE MOXKET
BOCCTAaHOBUTH TOBPEXKJEHHBIE CTPYKTYpbl JIETKOTO, HO MOXKET MpPEeAOTBpPaTUTh JAajbHEllIIee
MOBPEKACHHE JICTOYHON TKaHU M CTaOMIM3UPOBATh COCTOsIHUE maienTa [ 79, 81].

- V nanuentoB ¢ aedurmurom A1AT u ODB;: < 30% pexkoMeHIyeTcss pacCMOTPETh BOIIPOC O
BHYTPUBEHHO 3aMeCcTUTEIbHOW Tepanuu [82].

YpoBenb yoeaurensHOCTH pekoMeHaanuii C (ypoBeHb IOCTOBEPHOCTH JI0KA3aTEILCTB S).

KommenTapun. B kauecTBe apryMeHTOB 3a IPOBEACHUE 3AMECTUTENBHON TEPAIIUH BBICTYIIAET
MOTEHIIMAJIbHAS  BO3MOXKHOCTb  YMEHBIIUTH CMEPTHOCTb, 3aMEMJIUTh  IPOrPEeCcCUpOBaHUE
3a0osieBanus. OJHAKO JTOKa3aTeNbHOM 0a3bl JUIS MPOBEIEHUS 3aMECTUTENBHON Tepanuu y JaHHOMN
KaTeropuu NalueHToB HeJ0CTaTOYHO.

- ¥V nammentoB ¢ aedpunurom A1AT ¢ ODPB1 > 65% perieHne OTHOCHTENIBHO MPOBEACHUS
3aMECTUTEIPHON Tepanuyi PEKOMEHIYeTCS NPHHUMATh B WHIUBUAYAIHHOM TMOPSIKE, C YIETOM
MOTEHITMATFHON BO3MOXKHOCTH 3aMEJUINTh IPOTPECCHPOBAaHKE 3a00JICBaHUS M B TO K€ BpeMs
BBICOKOH CTOMMOCTH TEpanmuud M OTCYTCTBHEM JIOKa3aTeIbHOW O0a3bl JUIsi JaHHOW KaTeropuu
0obHBIX [82].

Yposenb yoeauTenbHOCTH pekoMeHaanuii C (ypoBeHb JOCTOBEPHOCTH JI0KA3aTEIBCTB J).

KommenTapuu. [TpodunakrTuyeckoe MIPUMEHEHUE ayrMEHTallMOHHOMN Tepanuu
Helenecoo0pa3Ho, MOCKOJIbKY HE y BCEX MAalUeHTOB C TsokenbiM aeduiutom A1AT pasBuBaercs
sM(puzemMa JEeTrKux.

[Ipy npuHATAM pelIeHUusT OTHOCUTENIbHO MPOBEACHUS 3aMECTUTEIBHOM Tepamuu y H3TUX
MAlMEHTOB CJEeAyeT Y4YUThIBaTh Takue (akTopbl, Kak Bo3pacT, ObicTpoe cHikeHue ODBI,
cHIbKeHne TudQGy3HOHHON CHOCOOHOCTH JIETKUX M MpOrpeccHupoBaHHe 3M(U3EMBbl MO JaHHBIM
KTBP opranoB rpyaHo# KJIETKH.

- BHyTpuBeHHas 3aMeCTUTEIbHAs Tepanus He pexkoMmenayercs nanueHtam ¢ XOBJI ¢
reTepo3uroTHeIM reHotumnom aedpurmura A1AT [81, 83].

YpoBenb yoeaurensHoCcTH pekomMeHaanuii C (ypoBeHb TOCTOBEPHOCTH J0Ka3aTeIbCTB 5).

KommenTtapuu. Ponb 3amMecTuTeIbHON Tepanuu y JaHHBIX MAlMEHTOB B HACTOAIIEE BpEMs He
SICHA.

- Ilpu mpoBeneHUM 3aMECTUTEIILHOW TEpanuk PEKOMEHIYeTCsS BHYTPUBEHHOE BBE/ICHHC
anb(dal-mpoTerHasbl HHrHOUTOPA (deoBedeckoro) 1 pa3s B Hexemo B go3e 60 mr/kr [9, 84].

YpoBenb yOeaquTensHOCTH pekoMeHaaluii B (ypoBeHb TOCTOBEPHOCTH J0KA3aTEIbCTB 2).

KommenTtapuu. BonbpinHCTBO MccienoBaHuii, cpaBHUBABIIUX 3()(PEKTUBHOCTD Pa3HBIX CXEM
Teparnuu, BEISIBUIIN MPEUMYIIIECTBA €XKEHEEIbHOTO BBeIeH!s mpenaparta. [lokazaHo, 4To 3Ta cxema
MO3BOJISIET MO AePKUBaTh ypoBeHb A1AT Bbllie mopora 6€30MacHOCTH Ha BCEM MHTEPBAlIe MEXKIY
BBEJICHUSIMU U TOBHIIIAET YPOBEHb AHTUAJIACTA3HON aKTUBHOCTH.

OHpC,Z[CJ'ICHI/Ie AKTUBHOCTHU aJIB(I)a-l-aHTI/ITpI/IHCI/IHa B KpOBH C LCJIbIO H01160pa J03bI
3aMEeCTUTEIbHOMI TCpalliu HEC PCKOMCHAYCTCA.

3aMecTUTEIbHAS TCpalusd, KakK MpaBruIo, XOpOomo MMEPpCHOCUTCH. [ToGounbIE pcakuuun OOBIYHO
OTHOCHUTCIIBHO JICTKUC U KYIIUPYIOTCA CaMOCTOATCIILHO. Hawnbonee yacto BCTPCYAKOTCHA HeOOoJIbIIas
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JUXOpaJKa M 03HOO, KpanMBHMIIA, TOITHOTA M PBOTA, cIa0OCTh, TOJOBOKpYX)eHUE. AHaduIakcus
OMHCaHa, HO BCTpedaeTcst KpaiiHe penko. CiaydaeB NapeHTEPaTbHOTO 3apaKeHUs BUPYCHBIM

renatutoM 1 BUY (Bupyc uMMyHOIehHUIIMTA YeTOBEKA) U JICTABHBIX UCXOJ0B HE 3a(MKCHPOBAHO
[71, 75, 85-88].

- IMatmentam ¢ >MQHU3EMON JETKUX M XPOHUYECKOHW ABIXaTENBbHOW HEJOCTATOYHOCTHIO
PEKOMEHAYETCSl MPOBEICHUE JJINTEIBHOM KHUCJIOPOJOTEPANIMM II0 CTAHJAPTHBIM IOKA3aHMIM
(moxazanus cM. Tabm. 3) [53, 89].

VpoBens yoeautensHoCTH pekoMeHaanuid C (ypoBeHb TOCTOBEPHOCTH JOKA3aTEIbCTB — 5)

Tabmuna 3. ITokazanusi K HA3HAYSHUIO JUTUTEIILHON KUCIOPOIOTEPAITHN

[Mokazanus PaO; Sa0; Oco0bie ycIoBHsI
(MM prT. cT.) (%)
AOcomroTHEIE £55 £88 Her
OTHOCHTETBHBIC (pm | 55-59 89 Jlerounoe cepjrie, OTEKH, MOJUITATEMHUS
HaJIMYUU 0COOBIX YCIOBUM) (rematoxput > 55%)
Her MOKa3aHUuM (3a|3g0 300 [HecaTtypanus npu Harpy3ke
UCKITFOUEHHEM 0CO0BIX Jecatypanus Bo Bpemsi CHa
YCIIOBHIA) Bose3Hp JIErKMX € TSDKEIBIM JTUCITHOE,
yMeHblnatomumcs Ha pone Oz

KommenTapun. Ilapamerpsl razooOMeHa, Ha KOTOPBIX OCHOBBIBatoTcs mokaszanus K JIKT,
PEKOMEHYETCsl OLIEHUBATh TOJILKO BO BpeMsl CTAaOMJIBHOTO COCTOSIHUSI OOJBHBIX, T.e. yepe3 3-4
ueaenu mocie oboctpenns XOBJI [90].

3.2. Xupypruyeckue metoabl nevyeHus

- [Nartuentam ¢ XOBJI u Oymie3Ho#t smMpu3eMoil peKOMEHIYETCsl TTPOBEIeHNE Oy/UIIKTOMUHN
MIPU HAIMYUU BBIpKEHHOUW ojbIKU (2-4 crenens 1o mMMRC), BbI3BaHHOW CIABJIICHHEM JIETKOTO
KpYIHbIMU ~ OyJslaM{, TIHEBMOTOpaKca WM KPOBOTEUYEHMsI BCIEACTBUE pa3pbiBa  OyJlibl,
uHbuIEpoBanus Oyssl [1].

YpoBenb yoeaurensHocTH pekomMeHaanuii C (ypoBeHb TOCTOBEPHOCTH J0KA3aTEIbCTB 5)

- IMamumentam c¢ XOBJI ¢ BepxHemoneBoit »MduU3EeMONl U HU3KOW MEPEHOCUMOCTHIO
(buznueckoil Harpy3ku peKOMEHIYeTCsl MPOBEICHHUE OMEPaldy MO YMEHbBIIEHUI0 00beMa JIETKUX
[91].

VYpoBeHb yOeAUTEIbHOCTH PeKOMeHAaIki A (YpOBEHb TOCTOBEPHOCTH JI0KA3aTEIbCTB — 2)

Kommenrtapuu: IlpoBeneHune Xupypruueckoro ymeHblieHusi oObema Jserkux (XVYOJID) y
MAUMEHTOB C dM(HU3EMON MOKa3aHO MPH HEKOPPUTHUPYEMOU ojplike (2-4-i CTENmeHW MO IIKajie
mMRC), ODB1 <40% ot nowkHOro nocie npodsl ¢ 6pouxoautukom, OOJI > 200% oT 10mKHOTO,
OEJI > 120% ot momkHoro, cHmkeHuu DLco < 50% OT AOJKHOM, TeTepOreHHOCTH SM(U3EMBbI C
HaJM4YMEeM M3MEHEHHBIX U 3JI0POBBIX 30H B JieTkuX. [IpoTBOonokazanusmu k npoBeaeHuto XYOJII y
MAIMEeHTOB ¢ AM(U3EMOIl JIErKUX SBIIAIOTCS BO3pacT cTapluie 75 JeT, KypeHnue B TeYeHHEe MOCIeTHIX
6 mecseB, ierounas runeprensus, PaCOz B mokoe 6omnee 55 mm pr. cT., DLco < 10% u > 50% ot
JOJKHOM, TsDKelble KOHKypupyromiue 3aboseBanust [92, 93].

B nHacrosmiee BpeMsd JIs1 YMCHBIICHUS 00beMa JIETKUX BO3MOJKHO HCIIOJIb30BaHUE U MEHEE
HWHBA3UBHBIX METOJ0B C IOMOLIBIO OKKJIFO3UU CETMCHTAPHBIX 6p0HXOB.
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[Mposenenne XYOJI y narueHTOB ¢ dMbpuszemoit Ha poue nedunura A1AT He pekoMeHTyeTC s
[94-96].

YpoBenb yoeaurensHoCTH pekoMeHaanuii C (ypoBeHb IOCTOBEPHOCTH JI0KA3aTEILCTB 3).

Kommenrapuu. VY mnaumentoB ¢ gedpuunutom AlAT sMmduzema yacto JOKaIM30BaHA
MIPEUMYIIECTBEHHO B 0a3alIbHBIX OT/ENax JIETKUX WM HOCHT T€HEpaIM30BAaHHBIA XapakTep, 4To
nenaet BeinoaHeHue XY OJI rexunuecku 60s1ee CI0KHBIM U BEJET K YBEIMUEHUIO CMEPTHOCTH.

- Ilpu TspKenmom TeueHnn 3a0o0sieBaHUS (BBIpaKeHHass SMdu3eMa W OJBIIIKA B IMOKOE H
MUHUMaJbHOH  (U3MYECKON  Harpy3ke, COXpAHSIOLIAsiCsi HECMOTPs Ha  ONTUMAJIbHYIO
MEMKAaMEHTO3HYI0O M DPEaOMWINTALMOHHYIO TEpaluI0) PEKOMEHJYETCS PpacCMOTPETh BOIIPOC O
TpaHcIUIaHTamu Jierkux [97-99].

YpoBenb yoeaurensHoCTH pekoMeHaanuii C (ypoBeHb IOCTOBEPHOCTH JI0KA3aTEILCTRB 4).

Kommenrtapuu. BepxuBaemocts y manueHtoB ¢ XOBJI, accommupoBaHHON ¢ JeQHUIIMTOM
A1AT, nocne TpaHCIUIAHTAMKU JIETKAX HE OTJIMYAJIACh OT BBIKMBAEMOCTH MOCIIE TPAHCIUIAaHTAUU
nanueHToB ¢ XObJI 6e3 nepunura A1AT.

4. MeauvumnHckasn peabunuTtaums, MeaULIMHCKue nokasaHus 7]
NPOTMBONOKa3aHMA K NPUMEHEHUI0 MeToA 0B peadbunurauum

- Kypcer nerounoit peabmiutanuu peKOMEHIYIOTCS TMalMeHTaM ¢ 3MQU3EMOUM JIETKUX |
MTOCTOSIHHOM OJBIIIKOM, HECMOTPS Ha MPOBOAMMYIO TEPANHIO0, a TaKkKe (PU3NUYECKH HEAKTHUBHBIM
0O0JIbHBIM C YaCTBIMH OOOCTPEHUSAMHE WIJIM HETIEPEHOCHUMOCThIO (hrsnueckoit Harpysku [100, 101].

Yposens yoeaurenbHoCTH pekoMenaaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 5)

- Peabwinranmsi sBIAsSETCS MHOTOKOMIIOHGHTHOW Mepoi. PekoMeHmyeTrcss BKIOYaTh B
MporpaMMy JICTOYHOM peaOMIMTAIIUU TICHXOJOTUYECKYI0 TIOMIEPKKY M O0Opb0y C Aempeccuei,
oOy4yeHHEe, HYTPUTHBHYIO MOMICPKKY U (pusmueckyo TpeHupoBky [102]. JIauTeapHOCTH Takou

MpOrpaMMBbI HE YCTAaHOBJICHA, OJJHAKO CUYUTAETCS, 9YTO OHA MOXET MPOI0JDKaThCs oT 4 10 10 Henenb
[103].

Pusnyeckmne TPeHNPOBKN

- Ilpu mpoBeneHUU JIETOYHON peadMiIMTalluKd y TarueHToB ¢ 3Mbuzemon jerkux u XObJI
PEKOMEHIyETCs BKIKOYATh B IporpaMMmy (huszudeckue TpeHupoBku [104].

YpoBeHb yOeAUTEIbHOCTH PeKOMEH 1aIHii B (YypoBeHb T0CTOBEPHOCTH JOKA3aTEIbCTB — 2)

Kommenrtapun: Pa3zpaboTka TpeHHPOBOUHBIX MPOTrpaMM TpeOyeT MHIUBUIYATbHOTO MOAX0/1a
Y 3aBUCUT OT UCXOJHOTO COCTOSIHHSI MAI[MEHTa, CTEIIEHU TSHKECTH 3a00JIeBaHUS M COMYTCTBYIOLIUX
3a00JieBaHMiA, a Takke MOTUBanuu. [lpy HaIMUMKU COOTBETCTBYIOIIMX IIOKAa3aHHM BO BpeMs
TPEHUPOBKHU CJIEAYET UCIIOJIb30BATh PA3IMUHbIE BUIbI PECTTUPATOPHON MOIICPKKH.

B kadectBe (hu3mUeCKON TPEHUPOBKH MOXKHO KCIIOJB30BaTh 3aHATHS Ha OCTOBOM JOPOKKE
nunu Besospromerpe ot 10 10 45 MUHYT Ha OJHO 3aHATHE C MHTEHCUBHOCTHIO OT 50% IUKOBOIO
noTpeOJIeHNusT  KUCIOpoJa 1O  MakKCHMMalbHOTOo  ypoBHsS  mepeHocumoctu  [105]. B
oOmieTepaneBTUUYECKOW MPAKTHKE MpPU OTCYTCTBHH PECypCOB MJisi MOJHOIIEHHON peaduIuTaruu
clieIyeT peKOMEHI0BaTh eXelIHEeBHbIe Mporyiku (Hampumep: 30 MUHYT, 4 KM — B 3aBUCUMOCTHU OT
(bu3MUecKoro cTaryca), a TakKe TPEHUPOBKH C IOMOIINBI0 CKaHIUHABCKON XoAnObl. B psme

IpOrpaMM HMEIOTCSI TPEHHPOBKHM BEPXHEHM TIPYIIbl MBI, YTO YyIydllaeT UX (PyHKIMIO U CHIIY
[106].

- PexoMmenayercss BKJIIOYaTh B MPOrpaMMy peaOWIMTALlMU TPEHUPOBKY JbIXaTeIbHOU
MYCKYJIaTyphl C MOMOIIBIO Pa3InYHBIX BUAOB YCTPOMCTB (BIXaTeNbHBIX TpeHaxepoB) [107].
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YposeHsb yoeautenbHoCTH pekoMenaaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIILCTB — 3)
Kommenrtapun: TpeHUpOBKa pecIupaTOPHBIX MBIIII] MOXKET JaBaTh MMOJ0KUTEIbHBINA 3P PEKT,
0COOEHHO B COYETAaHUH C OOIHUMHU TPEHUPOBKAMHU.

- Y Bcex manueHnToB ¢ smouzemoit erkux 1 XOBJI B mporpamMmy jerouHoi peadHInTanuu
pekoMeHayeTcs BKiovarh o0yuenue [108-110].

YposeHs yoeaurenbHoCTH pekoMenaaiuii C (ypoBeHb JOCTOBEPHOCTH J0Ka3aTEIbCTB — 3)

Kommenrapun: OOydyeHune manueHTOB sBIseTCS 3()(EKTUBHBIM CpPEACTBOM JOCTHIKEHHS
KOHKPETHBIX LIeJeH, BKIIIOYasi MpeKpalleHue KypeHus, MOHUMaHUe psila BOIPOCOB, CBA3AHHBIX C
TEPMHUHAIBHBIMA COOBITHSIMA M YIYUYIICHUS HMCXOAO0B O0OCTpeHHMH. J[s MOXHUIIBIX TMalKueHTOB
MOTYT OKa3aTbCsl MOJIE3HBIMU MHOTOTIPO(HUITbHBIE 00pa30BaTEIbHbIC TPOTPAMMEI.

5. npO(*)Vl.ﬂaKTVIKa n ancnaHcepHoe HaGnwaeHne, MeaULMHCKUE NOKa3aHuA U
NPOTUBOMNOKAa3aHUA K npuMeHeHno metonoB HpO(*)I/InaKTVIKVI

- BceM manuenTam ¢ sm¢puzemoit jgerkux u nepuuutom A1AT pexomeHayercs HUCOIb30BaTh
BCE MEphbI JUIs 0TKa3a oT Kypenus [83, 108, 111].

YpoBeHb yOeauTeNbHOCTH peKoMeHaani B (ypoBeHBb JOCTOBEPHOCTH JI0KA3aTEIBCTB 2).

KommenTtapun. OTka3 oT KypeHHs] — OCHOBHAsi Mepa MPO(QUIAKTUKHU Pa3BUTHUS U 3aMeJICHUS
nporpeccupoBanus 3abosieBanusa Jerkux npu gepuuure AIAT. Ilokazano, uyTOo CKOpOCTH
camwkerust O®B1 ¥ CMEPTHOCTh CHHKAETCS Y MAIMEHTOB, YCIENIHO OpocuBIIHMX KypuTth [108].

- [Nariuentram ¢ XOBJI, a Takxke nmanuentam ¢ aeurutom A1AT pekoMeHayeTCs TpoBEACHUE
BaKIMHAIIMK TIPOTHUB T'PUIINA U MTHEBMOKOKKOBOW MH(EKINH, a MPH HAIUYUHU MOPAXKEHUS IEUSHU —
BaKIMHAIMK poTHB rematuta B [9, 112, 113].

Yposenb yoenutenbHOCTH pekoMeHaanuii C (ypoBeHb JOCTOBEPHOCTH JI0KA3aTEIBCTB J).

- V manueHToB ¢ dM(}u3eMoi JIETKHMX PEKOMEHIYETCs CBEACHHE K MUHUMYMY BO3JICHCTBHE
(hakTOpOB, pa3apaKAIINX IbIXaTEIbHBIC MYTH, TAKUX KaK TaOauHBIA JbIM (TTAaCCUBHOE KypeHHE),
bLIb 1 uctapenus [9, 82].

YpoBenb yoeaurensHocTH pekomeHaanuii C (ypoBeHb IOCTOBEPHOCTH J0Ka3aTeIbCTB J).

Kommenrtapuu. [Ipu uyactomM npodeccruoHanIbHOM KOHTAKT€ C TaKUMH (PAKTOpaMU MOKET
noTpeboBaThCsi CMeHa MecTa paboThl.

6. OpraHusauus okasaHMA MeAULMHCKON NoMoLum

MokasaHusa gns rocnuTanusauMm B MeAULIMHCKYHO OpraHM3auuio:

1. 3HauuTEenbHOE HApaCTaHHWE TSKECTH CHUMITOMOB (BHE3AIlHO TOSBUBLIAsCA TsKesas
OJIBIIITKA)
2. NOsIBJIEHHE HOBBIX CUMIITOMOB (LIMaHO3, epuepuyeckre 0TeKH, 60Jib B TPYAHOMN KIIETKE)
. pa3Butue TsKenoro obocrpenus XOBJI
. pa3BUTHE MTHEBMOTOPAKCA
. Hea(p(peKTUBHOCTH HAYAIBbHOM Tepanuu 060CTPEHUS
. BOBHUKHOBEHHUE OCTPBIX UM 000CTPEHNE XPOHUUECKUX COMYTCTBYIOIUX 3a00IeBaHUN
. CTap4YeCcKuil BO3pacT.

~N N D W

IleyeHne B MeAULIMHCKOM OpraHM3auuu:

1. OCMOTp Bpadya-myJIbMOHOJIOTa WJIK Bpada-TCPAIICBTa HEC MO3AHEC 20 MHUHYT
2. IMYJIBbCOKCUMETPUSA HC IIO3THCC 20 MHHYT OT MOMCHTA INOCTYIUICHUA B CTaAllTUOHAP
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3. KOHCYJIbTAIMS Bpadya — aHECTE3UO0JI0ra-peaHnuMarosora He nozanee 30 MUHYT OT MOMEHTA
MOCTYIUIEHUS B CTallMoHap (npu carypauuu MmeHee 75%)

4. oOmmii (KITMHUYECKUI) aHAIN3 KPOBU Pa3BePHYTHIN
. ccrnenoBanue ypoBHs C-peakTUBHOTO OeKa B KPOBHU
. IpULIENIbHAS PEHTTeHOTrpadusi OPraHOB TPYAHOM KJIETKU B MPSMON MPOESKIINU
. BIIEKTpOKapanorpadudeckoe uccie0BaHue
. criuporpadus ¢ OpOHXOAUIATAIIHOHHON TTPOOOH

9. olleHKa BBIPAKEHHOCTH OJIBIIIKH 10 11kage mMRC

10. Tepamus JEKapCTBEHHBIMH IIpemapaTaMu Uil JIeUeHHs OOCTPYKTHBHBIX 3a00JieBaHHIA
JBIXaTeNbHBIX IyTeH ¢ KOPOTKUM CPOKOM ACUCTBUS B (POpME JIJIsl HHT AIIS I

11. Tepanusi aHTHOAKTEpUAIbHBIMHU JIEKAPCTBEHHBIMU IpenaparaMu (Ipu HOSIBICHUU
THOMHOM MOKpOTHI W/uin nipu ypoBHe C-peakTuBHOTO Geika 6osiee 10 mr/m)

12. uHTANSIIMOHHOE BBEACHHE KUcaopoaa (ripu catypamuu menee 90%).

03 N

lNMoka3aHuA K BbINMUCKE NauMeHTa U3 MeauLMHCKON opraHunsauunm:

1. mar@eHT croco0eH MPUHUMATH JUTUTENILHOIEHCTBYIOIINE OPOHXOIUTHKH (BZ—aFOHI/ICTBI
W/WIM aHTUXOJMHEpruuecKue mpemnapaTsl) B komOuHanuu ¢ uHransaunoHHbiMu ['KC wmn 6e3 Hux

2. IpUEM KOPOTKOJEHCTBYIONINX WHTAISIIHOHHBIX p2-aronuncros TpebyeTcs He valle YyeM
Kaxaple 4 yaca

3. mamueHT cmnocoOeH (ecau paHee OH HaXoAWIcs Ha amOylaTOpPHOM BEICHHH)
CaMOCTOSITEIIEHO MEPEBUTATHCS IT0 KOMHATE

4. manueHT CrocoOCH NMPUHHMATh MUILY U MOJXET ClaTh 0€3 4YacThIX MPOOYKICHHH H3-3a
OJIBIIIIKHI

5. KTUHUYEcKas CTaOUIBHOCTB COCTOSIHUA B TeueHue 12-24 yacos

6. cTaOWIBHBIC 3HAYCHUS Ta30B apTepUaIbLHON KpOBU B TedeHue 12-24 yacoB

7. MaMeHT WM JUIO, OKa3bIBalolllee MOMOIIb Ha JI0MY, MOJHOCTHIO MOHUMAET MPABHIBHYIO
CXeMy Mpuema IpenaparoB

8. pemieHbl BONPOCHI AajbHEHIIEro HaOMIOACHMS 3a MAlMeHTOM (HampuMep, MOCEHICHUS
NanueHTa MeIMIMHCKON cecTpoi, CHa0KeHHe KHUCIOPOJOM U IIPOJAOBOJILCTBUEM )

9. manueHT, ceMbs U JIeHaluil Bpay YBEPEHbI, UTO MAIMEHT MOKET YCIEIIHO YIPaBISIThCS B
OBITY.

7. OononHutenbHas uHdopmauma (B ToM uucne akTopbl, Bnusiolme Ha
ucxopn 3aboneBaHUA UNKN COCTOAHUA)

Nmetorcs naHHBIE O BO3MOXHBIX MpoOiieMax BO BpeMsi OEpeMEHHOCTH Y HEKOTOPBIX KEHIIUH
¢ nepumutom AlAT c¢ ¢enorunom PI*ZZ. Onucano yBenwueHUE 4YaCTOThI BBIKUIBIIIEH U
MEPTBOPOKICHHI, a Takke pa3BUTHUE MHEBMOTOpAaKca BO BpeMsi OEpPEeMEHHOCTH Yy >KEHIIUMH C
ucxonHsIM HamuuueMm Oymn [114-116]. Tem He MeHee Yy MAalMEHTOK C TsKENON sMduzemoii
HaOJIFOIATMCh YCIICITHO 3aBEPIIMBIINECS JOHOLICHHBIE OepeMenHocTr [116].

[lepen BO3AYIIHBIME TIEpeTeTaMH MAIMEHTHI C YMPU3EMOM JOKHBI TPOXOAUTH CIIEHATbHOE
obcnenoBanue. Heo6xoauMo mpuHUMAaTh MEpHI, YTOOBI U30€KATh THITOKCEMHUH.

B xone aHecte3uu mpu omepanusx B BEPXHEM OTJele OpIOUIHOW TOJOCTH, a TaKXkKe B
BOCCTAaHOBUTEJILHOM TIEPUOJIE€ HEMOCPEACTBEHHO TIOCTE OMepald BaXHYIO pOJb HUIpaeT
MCKYCCTBEHHAs] BEHTHIIALIUA JIETKMX C Y/UIMHEHHBIM BBIIOXOM. B mocieomnepanroHHOM Mepuojie
Tak)Ke BaKHO 00€CTIeYUTh TPEHUPOBAHUE MOKPOTHI.

- ypOHOFI/IquKI/IC, TMHCKOJIOTHYCCKUEC W KOJIOPCKTAJIbHBIC BMCIIATCIILCTBA Yy IMAIIUCHTOB C
,Z[e(bI/IL[I/ITOM Al1AT PEKOMCHAYCTCA, IO BO3MOXHOCTH, IMPOBOAWUTH B YCIOBHUAX MECTHOM WK
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nepuaypaibHoi anectesuu [117-118].
YpoBenb yoeaurensHoCTH pekoMeHaanuii C (ypoBeHb TIOCTOBEPHOCTH JI0KA3aTEILCTB 4).

KpI/ITepVIVI OLleHKMN KayecTBa MeAULMHCKOMN NOMOLLU

Kpurepuit

YpoBeHb
JIOCTOBEPHOCTH
JI0Ka3aTeNlbCTB

YpoBeHb
yOeIuTEeTbHOCTH
PEKOMEHTallnit

JlnarHocTrka SM(pU3eMbl JIETKUX

1

Brimonnen o0muit pu3HKaIbHBIA 0CMOTP

2

BeimosiHeHa OIEHKAa MHJEKCAa KypSILEro 4YesloBeKa
(mauek-mer)

BrInonHeHa nyiabCOKCHMETpHUs

BrinosiHeHa npuiienbHas peHTreHorpagusi OpraHoB
IPYAHOM KJIETKU B MPSMOM IPOEKIINU

Bemonnena KTBP opranoB rpyiHOM KIeTKH

OpOHXOIUIIATAITMOHHBIM TECTOM

Brimosnnena CIIUPOMETPUS cl4

Y nanMeHToB ¢ KIMHUYECKUMH TPHU3HAKAMHU
nepunuta A1AT BBITTOTHEHO MCCIIETOBAaHUE KPOBHU
Ha A1AT

Y mnamueHToB ¢ KIWHUYECKUMH IPU3HAKaMH
nedunura Al1AT n/nnu CHIDKEHHOM
koHueHTpaimeil A1AT BbINONHEHO oOMNpeneneHue
(denortumna u redoruna aepunura A1AT

[Tanmentam ¢ pedururom A1AT Beimosaero Y3U
OpraHoB OPIOITHOMN MOJIOCTH

Jleuenue sMpHU3EMbI JIETKUX

1

PCKOMGHI[OBaH OTKa3 OT KypCHUA

2

JICUCHUS 0OCTPYKTHUBHBIX 3a00JIeBaHUI
JIBIXaTEeNbHBIX MyTed B (opMe Ui WHTISALIUN C
KOPOTKUM CPOKOM JICHCTBHS JJIsi HCIIOJIb30BAHHS
10 IOTPEOHOCTH

[Ipn wamuuum XObBJI HazHaueHn mnpemapar s |3

[Ipu namuuum XObBJI Ha3HaueHn npenapar ais
JICYEHUSI 00CTPYKTUBHBIX 3a00J1eBaHUl
JBIXaTeTIbHBIX MyTel B (opme Uis WHTAISAIUN C
mtenbHeIM cpokoMm  aeiicteust (JJABA, JAAX
nmu komounanuu JIJIAX/JIJIBA)

Hekypsimum manuentam crapmie 18 mer ¢ ¢
nepurutrom AIAT denotunos Pi*ZZ, Pi*ZNull,
Pi*NullNull mu6o c¢ penkumu aepUIUTHBEIMU
BapuaHTaMH TpH  HAIMYUH  PECIIUPATOPHBIX
cuMnTomoB, ypoBHe AIAT < 11 mxmons/n, OPB1
B mnpenenax 30-65% Ha3HaueHa 3aMECTUTEIbHAS
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Tepanus

5 I[Ipu Sa02 £88% nazuauena JUINTENbHAS 5 C
kucnopoaotepanus (JKT)
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Cocras padoueii rpynnsl no pa3padorke u NepecMoOTpy KIHHHYECKUX

PeKOMeHIalM i
benesckuit 3apenyromnii  kadenpoit myneMoHosnorun DPI'BOY  BO  "Poccuiickuit
Anppeii HallMOHAJIIBHBIM MCCIEA0BATENIbCKUM MEIUUMHCKAN yHHMBepcuteT uM. H.H.

CranucnaBoBu4 [Muporosa" M3 P®, npesunent Poccuiickoro pecnupaTopHOro oOIEcTBa,
npodeccop, A.M.H.

I'emOunkas PykoBoautens otnena tepaneBTHUecKod mynabMoHojsoruu, HUUIT ®I'BOY
TarpsaHa BO "IlepBeiii Canxt-IleTepOyprckuii rocyqapCTBEHHbBIH MeTUIIMHCKUNA
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EBrenneBHa yauBepcuteT uM. akan. W.I1. [TaBnosa" M3 P®, mpodeccop, 1.M.H.

Hemko Npuna | 3aBexyromas kadenpoit BHyTpeHHUX O0se3Heil N 2 ¢ kypcom 110 OI'BOY

BiragumuposHa BO "KpacHosipckuil TocyIapCTBEHHBI MEAMLMHCKUM YHUBEPCUTET WM.
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yJbMOHOJIOT, TIJIaBHBIM BHEIUITATHBIM  chenuanucT —amieprojor M3
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3axapoBa 3aBenyromiasi Jaboparopueld HacleACTBCHHBIX Oo0Je3Hel OOMEHa BEIIeCTB

Exkarepuna OI'BHY "Menuko-reHeTUYeCKui Hay4HbIi LHEHTP", K.M.H.

IOpreBHa

NinbkoBHY Hupexrtop HUW unTepcTunmanbHeix U ophaHHbIX 3a00JI€BaHUN JIETKUX, 3aB.

Muxann kadenpoir  mynpMoHosorun  DIIO OI'BOY BO "llepswiii  CaHkT-

MuxaitioBuy [lerepOyprckuii rocyaapCTBEHHBIM MEIUIIMHCKUI YHMBEPCUTET WM. akaj.
WL.IT. ITaBnoBa" M3 P®, npodeccop, A.M.H.

Kapuesckas Hayunsrii cotpynnuk ®I'bY "HUU nynemononorun" ®MBA Poccun, K.M.H.

Haranbs

AHaTonIbeBHA

Jlemenko  Urops |[Ipodeccop xadempst drtuzmatpurn u mnyasmonoiorun OI'BOY  BO

Bukroposuu "VpanbCKkuil TOCYyIapCTBEHHBIM MEAMIMHCKUN yHuBepcurer' M3 PO,
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pyKoBOIUTENh KIMHUKU "Memuimackoe oOneauHenue "HoBas GosbaHmIA",
npodeccop, 1.M.H., 3aCITy’)KeHHbIN Bpau PO

MenbHuk Bpau nynsmoHosOT-ameprosnor, JIeTCKWA MyJIbMOHOJIOTMYECKUN LIEHTP

Cgetrnana OI'BY  "Cankr-IlerepOyprckuii  HaydHO-MCCIIEIOBATEILCKUN  HMHCTHTYT

HBaHnoBHa ¢dbruznonynpmoHosiorun” M3 PO, k.m.H.

CumonoBa Ourbra

3aBenyromas OTICICHUEM MyJIbMOHOJOTUM U  aiieprojiorun  DOI'AY

Hropesna "HammoHanbHbI MEIUIIMHCKUN UCCIIECIOBATEIBCKAM LIEHTP 3/I0POBbA JeTeid"
M3 PO, n.m.H.

TpyiieHko Accucrent kadeaps myasMoHosoruu UKM ®T'AOY BO Ilepswiiit MI'MY
Haranbs uM. .M. CeuenoBa (Ce4eHOBCKMU YHUBEPCUTET), HAYUHBIH COTPYIHUK
BrnagumupoBHa OI'bY "HUU nynbmononorun" ®MBA Poccun, k.M.H.

[ynbxeHKO 3aBenyromas — MyJbMOHoJornyeckuM  otgenenuem  ['bY3  "Hayuso-
Jlapuca UCCIIeIOBATeNbCKU MHCTUTYT — KpaeBas knmHuueckas 6onpHuna N 1 um.
BrnagumuposHa npod. C.B. Ouanosckoro" M3 KpacHogapckoro kpasi, TJIaBHbIN BHEIITATHBIH

CIICHUAIMCT TCPAIICBT-IIYJIbMOHOJIOT KpaCHOI[apCKOFO Kpas, aA.M.H.

Koudnukr unrepecos:
Hukto u3 uyneHoB paboueil rpynmbl He UMEET KOH(IUKTa WHTEPECOB, CBSI3aHHOTO C
pa3paboTKOil ¥ BHEIPEHHEM B KIIMHUYECKYIO MTPAKTUKY TAHHBIX KIMHHYECKUX PEKOMEHIAIIHH.

ITpunoxxenne A2

MeTOIIOJIOFI/Iﬂ pa3pa60TRn KIMHNYCCKHUX peKOMeHI[aIII/Iﬁ

LleneBas ayautopus AaHHbIX KIIMHUYECKUX PEeKOMeHOauun:
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. Bpad o011e# mpakTuku (CeMeiHbIN Bpay);
. Bpau-myJIbMOHOJIOT;

. Bpau-TepareBT;

. Bpau-TeparneBT MOIPOCTKOBBIH;

. Bpa4-TeparneBT y4aCTKOBBII

DN A WN =

MerToapl, UCTIONB3yeMbIe sl cOOpa/CeNeKny JOKa3aTeIbCTB: MOUCK B AIIEKTPOHHBIX 0a3ax
JTAHHBIX.

Onucanne METOJIOB, HCMOJb30BAHHBIX JUIS OIICHKM KadyecTBa U CHJIBI JIOKA3aTeNIbCTB:
J0Ka3aTenbHON 0a30i /Uil peKOMEHIAIMHA ABISAIOTCA MyONMMKanuu, Bomeqmue B KokpaHOBCKyro
oubnmmoreky, 6a3pl qanabix EMBASE, MEDLINE u PubMed. 'my6una moucka — 10 ner.

MeTtobl, MCMONB30BaHHBIE MJIi OIIEHKM KadecTBa M CHJIBI JI0KA3aTeIbCTB: KOHCEHCYC
JKCIIEPTOB; OLIEHKA 3HAYUMOCTH B COOTBETCTBUH C PEUTUHIOBOM CXEMOM.

Merozpl, WCIONIB30BAHHBIC [UISI aHAlW3a JIOKA3aTENbCTB: O030pBI  OIMYOJMKOBAHHBIX
METaaHaJIN30B; CHCTEMaTHYECKHE 0030phI ¢ TaOIUIIAMH JI0KA3aTENbCTB.

Onucanne METO/OB, MWCIOJB30BAaHHBIX JUId aHaluW3a Joka3aTenbcTB. llpu  orbope
MyONMUKaIMii, Kak TMOTEHIMAJIbHBIX HCTOYHHUKOB JOKAa3aTeIbCTB, HCIOJB30BAaHHAS B KaXIOM
UCCIIEIOBAaHUU METOO0JIOTUS U3y4yaeTcs JUIsl TOro, YToObl yOeaUThCsa B €€ BaIMJHOCTU. Pe3ynbTaT
M3Yy4YeHUs BIUSCT HA YPOBEHH JIOKA3ATENbCTB, MPUCBANBACMBINA MyOIMKAIIUHA, YTO B CBOIO OUYEPE/Ib,
BJIMSIET HA CHITY PEKOMEH AN .

JInst  MUHUMH3AIMU  TOTCHIMAIBHBIX  OMIMOOK KaXJ0€ HCCIEAOBAaHUE OIICHUBAIOCH
He3aBUCcHUMO. JIFoObIe pazmuyus B OIIeHKaX 00CYKIaTUCh BCEH IPYNIION aBTOPOB B TIOJTHOM COCTaBeE.
[Ipy HEBO3MOKHOCTH JOCTHIKEHHUS KOHCEHCYCa TIPUBJIEKAJICS HE3aBUCHUMBIH DKCIIEPT.

Tabmuirel 0Ka3aTENbCTB: 3aMOIHUIMCH aBTOPAMU KIIMHUYECKUX PEKOMEHIALUH.

Tabnuua 1. LLikana oueHKn ypoBHeN AOCTOBEPHOCTU AokasatenbcTB (YAA) ansa
MeTOAO0B ANarHOCTUKM (AMarHOCTMYECKUX BMellaTesibCTB)

Y Pacmdposka

1 CucremaTnueckue 0030pbl UCCIEIOBAHUN C KOHTPOJIEM pedepeHCHBIM METOJ0M HIIU
CUCTeMaTUYeCKui 0030p paHAOMHU3HPOBAHHBIX KIMHUYECKUX HUCCIEIOBAaHUN C
MIPpUMEHEHHEM MeTaaHalln3a

2 OTI[GJ'IBHBIG HCCICA0BaHHA C KOHTPOJIEM pe(l)epeHCHbIM METOAOM WM OTHACIIBHBIC
PAaHAOMHU3HUPOBAHHBIC KIIMHUYCCKHUE HCCICAOBAaHUA MW CHUCTEMATHYCCKHC O630pr
HCCIEIOBAaHUN JIF000T0 HHSaﬁHa, 3a UCKIIIOYCHHUCM PAHIOMU3HUPOBAHHBIX KIMHUYCCKUX
I/ICCJ'IeI[OBaHI/II‘/'I, C IPUMCHCHUCM MCTaaHaJIn3a

3 HccnenoBanus 0e3 MMOCJICAOBATCIIbHOI'O KOHTPOJIA pe(bepeHCHBIM MCTOJOM HIJIN
HCCICAOBaHUA C pe(bepeHCHbIM MCTOAOM, HE€ MABIAOIIMUMCA HC3aBHUCHMBIM OT
ucceiaeayemMoro Mertoa i HEpaHAOMU3UPOBAHHBIC CPABHUTCIIBHBIC HMCCIICAOBAHUSA, B
TOM YHUCJIC KOTOPTHBIC UCCIICAOBAHNA

HeCpaBHI/ITeHLHHC HCCIICA0BAaHUs, OITMCAHNUEC KIIMHUYCCKOTO ClIydasd

5 Hmeetcs nmuibs 000CHOBaHUE MEXaHHU3Ma JIENCTBUS WM MHEHHE 9KCIIEPTOB

Tabnuua 2. LLikana oueHKu ypoBHEeN [OCTOBEepPHOCTM AoKasaTenbcTB (YO) ansa
MeToAoB MNPOdUNAKTUKK, JevYeHUA u peabunutaumm (NpodrnakTU4ecKux,
neyeoOHbIX, peabuNUTaLMOHHbIX BMELIATEeNbCTB)

Y PacmndpoBka
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Cucremaruueckuii 0630p PKU ¢ npuMeHneHrnemM MeraaHanmsa

Otnenvabie PKU u cuctemaTudeckne 0030pbI MCCIEAOBAHMNA JIOOOTO JM3aiiHa, 3a
ncxinouennem PKH, ¢ npuMenennem Meraanainsa

3 HepaHI[OMI/I?;I/IpOBaHHBIC CpPaBHUTCIIbHBIC HCCIICA0BaHNA, B T.4. KOI'OpTHBIC
HUCCICIOBaHUA
4 HCCpaBHI/ITeJII)HI)Ie HCCIICAOBaHUA, OINHUCAHUC KIMHUYCCKOTIO Ciiydad WJIH CCpUHr

cllydaeB, UCClel0BaHUS "'ciydaii-KOHTpoJIb"

5) Nmeercs s 000CHOBaHWE MEXaHW3Ma JCHCTBUS BMEIIATEIIBCTBA (JIOKIMHUYCCKHE
WCCTIE0OBAHUs) WJIM MHEHHE SKCTIEPTOB

Tabnuua 3. WLkana oueHkM ypoBHen ybeautenbHocTn pekomeHpauun (YYP)
ansa  metoaoB NpodMNakTUKW, AOUAarHOCTUKMU, JleYeHUs U peadbunutauum

(npodpmnakTnyeckux, ANarHoCTUYeCKUX, neyeo6HbIX, peabunuTaunoHHbIX
BMellaTenbCTB)

YVyP Pacummdposka
A CunbpHas pexkoMeHanus (Bce paccMarpuBaemMble KpuTepuu 3GpPeKTUBHOCTH (MCXOIbI)

ABJIAIOTCA Ba)XHBIMH, BCE HCCICAOBAHHA HMCIOT BBICOKOC HJIM YAOBJIICTBOPUTCIIBHOC
MCETOJAOJIOTHYECKOE KauCeCTBO, HMX BBIBOABI IO HWHTCPECYIOIIUM HCXOJaM ABJIAKOTCA
COTJIAaCOBAHHBIMH)

B VYcnoBHas pexomeHpamus (HE BCE paccMaTpuBaeMble KpuTepuu 3S()PEKTHUBHOCTH
(MCcX0pl) SIBJISIOTCS BaXKHBIMH, HE BCE WCCICIOBAHUS WMEIOT BBICOKOE WU
YIOBIIETBOPUTEIFHOE  METOJIOJIOTHYECKOE  KAa4eCTBO W/WIIM WX  BBIBOJBI IO
WHTEPECYIOIINM UCXO0JIaM HE SIBJISIFOTCS COTJIACOBAHHBIMHU )

C Cnabast pexkoMeHmanus (OTCYTCTBHE JOKa3aTelbCTB HaJIeXkKaIlero KadectBa (Bce
paccMmarpuBaeMbie KpUTEepUU SPQPEKTUBHOCTH (HMCXOJBI) SBIISIIOTCS HEBAKHBIMH, BCE
WCCIIC/IOBAaHUSI HMMEIOT HHM3KOE€ METOJOJIOTHYECKOEe KadeCcTBO M WX BBIBOJBI IO
WHTEPECYIOIIUM UCXO0JIaM HE SIBJISIFOTCS COTJIACOBAHHBIMHU )

MopsaoK OOHOBNEHUS KNMMHNYECKUX peKoMeHaauun.

MexaHus3m OOHOBJIEHUS KIITHHAYECKUX PEKOMEH AU MpeaycCMaTpUBaET X
CUCTEeMAaTUYECKYIO aKTyaJu3allii0 — He Peke YeM OJIMH pa3 B TPH roja, a TakKe MpU MOSBICHUH
HOBBIX JAHHBIX C TIO3WIMW JO0Ka3aTeIbHOW MEIUIIMHBI TI0 BOIMPOCAM JHWAarHOCTHKH, JICUCHUS,
npodUIAKTUKKH W peaOWauTalMd  KOHKPETHBIX  3a00JIeBaHWH, HaJIMYMK O0OOCHOBAaHHBIX
JIOTIOTHeHUI/3aMeuanuil K panee yrBepxkaeHHbIM KP, Ho He yaie 1 paza B 6 Mecs1ieB.

ITpunoxxenne A3

CnpaBo4Hble MaTepHuaJibl, BKJIKYas COOTBETCTBHE MOKA3aHUI K NIPUMEHEHHU IO
U IPOTUBOINOKA3AHUIA, CIOCO00B MIPHMMEHEHHS U 103 JIeKAPCTBEHHbIX
NpenapaToB, MHCTPYKIUM 10 MPUMEHEHHUIO JIEKAPCTBEHHOT 0 Mpenapara

1. Ipuxka3z MunzgpaBa PO ot 15 nHos6ps 2012 r. N 916u "O6 yrBepxaenuu Ilopsiaka

OKa3aHMs MEAULUHCKONW TOMOIIY HACEJIEHUIO 10 MpoduiIio "mynbMoHoI0TH".
2. CranaapT MEAMUMHCKOH MOMOIIM OOJBHBIM XPOHMYECKONH OOCTPYKTUBHOW O0O0JI€3HBIO
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jmerkux  (MpU  OKa3aHWM  CHEIMAIM3UPOBAHHOW  IMOMOIIM),  YTBEpXKJAEH  IPHUKAa30M
Munsapascoupazsutus PO or 11 mas 2007 r. N 327.

3. CranzmapT MEIMIMHCKON MOMOIIM OOJBHBIM XPOHHUYECKOH OOCTPYKTHBHON O0JIC3HBIO
nerkux (mpH OKa3aHUM aMOyIaTOPHO-TIOJMKIMHUYECKOW TIOMOIIM), YTBEPXKICH IPHKA30M
Munzapascoupaszsutus PO ot 23 Hos6ps 2004 roga N 271.

4. CranpapT TEpBUYHOM MEIWKO-CAHUTAPHOW IOMOIIM HpPU OOOCTPEHHH XPOHUYECKOM
0OCTPYKTUBHOUM OO0JIC3HM JICTKHX, YTBEPXKICH npukazoM Mun3zapaBa PD ot 20 mekadbps 2012 r. N
1214n.

5. Ilpuka3 MunucrepctBa 3xapaBooxpaHenus P® ot 10 mas 2017 r. N 203 "O6
YTBEP)KJICHHH KPUTEPUEB OIICHKH KauyeCTBa MEAUIMHCKONW oMo',

IIpunoxenue b

AJITOPUTMBI IeCTBUI Bpa4ya

| MNMauMeHT C Noao3peHuen Ha aedmuprr ATAT |

NaToreHeTHYeCcKan
TepansAa oCHOBHOMND
zabonesanmnA

KoHcynbTalma
NPOdwIbHOTO
CNELMANKCTA

OumarHocTiHa
MOopaeHMs
opraHos-

muieHel (KTBP,
MBEMN WA A

Onpeaenexne
pexoTHna
{anexTpodopes)

M

w

OwarHos Noarsepsaes

IabonesaHue Nerkmx IabonesaHne NeyeHn

l

Habnwoaenwe

PerOMEHOALMK NO U3MeHeHKID oOpa3sa
HMZHM

CHMNTOMETHUECHARA TEPANKMA

PeweHne BONPOCa O TPAHCNNAHTALLMM
nedeHm"

-Knuuwueckne
NPoOABNSHWA
-TOMOIMIOTHLIA $eHoTHMN
-OmB;< 80%

-BospacT > 18 aet

HET

JamecTUTeNBHAA Te panuA

HabmwoaewHme
PekomeHaaumm No
MIMEHEHMK 0DPa3a MMIHK
Tepanwua XOBN
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IIpunoxenue B
Nupopmanus jig naumeHTa

Hedunur anbda-l-aHTUTPUIICKHA — O3TO HACJICICTBEHHOE 3a00JieBaHUE, BBI3BAHHOC
CHIDKEHHEM YpPOBHS (MJIM OTCYTCTBHEM) OelKa, KOTOpBIA OJOKHMPYET MOBpEXIArONIee ICHCTBHUE
HEKOTOPBIX (PePMEHTOB.

Hedunur anbda-l-aHTUTPUIICHHA TIPOSIBIICTCS CHUXEHUEM ero ypoHs Huxke 0,8 r/m (11
MKMOJIB/JT). ETO HemocTaTok MOKET BBI3BAaTh pa3pyIICHHE TKAaHU JIETKUX (IMQU3EMy), pa3BUTHE
XPOHUYECKOU OOCTPYKTUBHOM 00JIE3HU JIETKUX WM 3a00JIEBaHUE MTEUEHU (IIUPPO3).

3a0oneBaHue JErkuxX OOBIYHO HauMHaeTcsi B Bo3pacTe 20-40 JeT W mposBISETCS OIBIIIKON
npu (HU3UIECKON HArpy3Ke, XpUTlaMu B TPYJIU U KalllJIEM.

[Tocne mocTaHOBKM JTAaHHOTO JIMArHO3a MEPBBIM U CaMbIM BaKHBIM IIarOM SIBIIIETCS OTKa3 OT
kypenusi. KypeHue BbI3bIBaeT pazpylieHue anbda-l-aHTUTpUTICHHA B JIETKUX U YCUIIUBAET
MOBPEXKJCHUE JIETOYHOM TKaHU, a 3HA4YMT, YCKOpsieT mporpeccupoBaHue Oosie3Hu. Cremyet
n30eraTh PerysipHOr0 KOHTAKTa C JBIMOM, PA3IMYHBIMU adPO30JIIMH, TaK )K€ KaK W "TAaCCUBHOTO
kyperus". Jloma jkenaTrenbHO OTPaHUYUTh KOHTAaKT C OBITOBOW XHMHUEH, TBUIBIO, TOMAITHUMU
KUBOTHBIMHU.

Jleuenne OOJE3HM JIETKUX, KAk MPaBWJIO, BKJIIOYAaeT B ceOs Tpemaparbl IS JICUCHUS
OOCTPYKTUBHBIX 3a00JIEBAHUM JBIXaTENbHBIX TyTeH B (opMe I HHTATSINN, PaCIIAPSIONINE
OpOHXM M YMEHBIIAIONINE BOCIAJICHNE B HUX, KUCIOpoaoTepanuio. [Ipn Hamu4um moka3aHuil Ball
Jedaniuil Bpay MOXET Ha3HAUUTh TaK HA3bIBAEMYIO 3aMECTHTEIBHYIO TEpaluio — €KEHEIeNbHOEe
BHYTPMBEHHOE BBEJCHHE OYHIICHHOTO anbdal-nmpoTenHa3pl HHTUOMTOpa (YETOBEYECKOTO),
MOJIyY€HHOTO U3 JOHOPCKOH MIa3Mbl KPOBH.

Kpome Toro, pekoMeHIyeTcsl eKeroiHasi BaKIMHAIUS IPOTUB TPUIINA U BaKIUHALIMS [TPOTUB
ITHEBMOKOKKOBBIX HWH(EKIMHA Kaxaple 5-6 JieT, a MNpud HaIWYuM 3a00JICBaHUN TICYCHU —
MMMYHM3aIUs MPOTUB renatuta A u B.

B cnywae nuxopanku, 03H00a, YCHIIEHUS OJBIIIKH, KallUld WIM U3MEHEHUS LIBETa MOKPOTHI
clielyeT HEMEJIEHHO 00paTUThCS K Bpauy.

Nudexkunn ocobeHHO omacHbI Ui Bamux jerkux. [1o Bo3MokHOCTH m30eraite KOHTaKTa ¢
O0JBHBIMU MIPOCTYAOMH, rpuriioM. [Ipu moBbIIeHUN TeMIepaTyphbl Tejla CBOEBPEMEHHO HauMHANTE
KAPOMOHIKAIOUIYIO TEPAIIHUIO.

[Ipu nedpunure anbda-l-aHTUTPUNICMHA TaKkKe HCIOJB3YIOT MPOTpaMMbl JIETOYHOM
peabunuTanuy, KOTOpPBhIE BKIIOYAIOT (U3UYECKUE YIPAKHEHUS, JAbIXaTelIbHYI0 T'HMHACTHKY,
oOyueHue, KOPpPEKLUHIO MHUTAHUA U MPOrpaMMbl OTKa3za OT KypeHHus. HeszaBucuMO OT TsKecTH
3a00JieBaHUs, CJEIyeT COBMECTHO C JieYalliM BpadoM pa3paboTaTh MOAXOAAIIUN PEKUM
YIPaXHEHUM.
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[Tpunoxxenue I'1-I'N

IIkanbl OLEHKH, BONPOCHUKH H APYIrHe OLeHOYHbIe HHCTPYMEHTbI COCTOSIHUA
NALUEHTA, IPUBEJICHHbIC B KIMHUYECKUX PEKOMEHIANUAX

[Tpunoxxenue I'1

Ouenka oapimku mo mragae MMRC

HazBanue Ha pycckoM si3bIKe: MOAM(PHUIMPOBAHHBINA OMPOCHUK BpuTaHCKOTr0 MEIUITMHCKOIO
HNCCIICOA0BATCIBCKOT'O COBETA JId OLICHKHU TAXKECTU OIBIIIIKNA

OpurunansHoe HazBanue: MMRC (The Modified Medical Research Council Dyspnea Scale)

Ncrounuk (mybnukanus ¢ Banaauei):

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

Tun (moa4epkHyTh):

- 1IKaJjia OLICHKH

- HHICKC

- BOIIPOCHUK

- npyroe (yTOYHHTB)

Ha3nauenue: OLCHKAa CTCIICHU BBIPAXXCHHOCTU OJBIIIKHW, KOTOPYIO HCHBITBIBACT MALMUCHT C
XOBJI (xpornueckasi 0OOCTpYKTHBHAsL 00JI€3Hb JIETKHX)

Coneprxanwne (11adJIoH):

Crenenb TsxecThb Onucanue
0 HET Sl 4dyBCTBYIO OJBIIIKY TOJBKO TPH CHIBHOW (U3HYECKOM
Harpyske
1 Jerkas S 3ampIxarock, Korjga ObICTPO UMY [0 POBHOW MECTHOCTH WU

IMOJJHUMAIOCH I1I0 ITOJIOTOMY XOJIMY

2 CpeaHssa H3-3a OJIbIIIKH A XOXY ITI0 pOBHOﬁ MECTHOCTHU MCAJICHHEEC, YEM
JIOA1 TOro XK€ BO3pacTa, HWJIM Yy MCHA OCTaHaBJIMBACTCA
AbIXaHUEC, KOrAaa s Ay II0 pOBHOfI MCCTHOCTHU B IIPUBBIYHOM
JJIs1 MCHS TEMIIC

3 TSDKEast S 3apmpIxarock mocnie Toro, Kak npoiay npumepHo 100 m, win
MOCJIe HECKOJIbKMX MUHYT XOAbOBI 10 POBHOI MECTHOCTH

4 OUYCHb TsKeIass | Y MeHs CIHMIIKOM CHJbHas OJbIIIKa, YTOOBI BBIXOIUTH U3
AOMY, UJIH A 3aAbIXat0Ch, KOT'a OJICBAOCh UJIN Pa3ICeBAatOCh

Kntou (uHTEpmperanus): TalMEeHTy Mpe[sararoT BeIOpaTh OJHO W3 TMSATH YTBEPXKICHUH,
KoTopoe Hanbosee OJIM3KO OMHUCHIBAET €ro CTENeHb TSKECTH OABIMKH: OT 0 ("' UyBCTBYIO OJIBIIIKY
TOJIBKO MpHU CUIIbHOU (prsnueckoit Harpyske") mo 4 ("y MeHs CIUIIKOM CHUJIbHAsl OJIBIIIKA, YTOOBI
BBIXOJIUThH U3 IOMY, HIIU 5 33]IbIXal0Ch, KOTJIa 0JIEBAOCh HIIM Pa3AeBarOCh").

[Mosicuenus: mkana mMRC mo3BonsieT 60siee TOUHO OIIEHUTH cocTosiHue nanuenta ¢ XObJL
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Hogpsle, n3nannsie B 2020-2021 rr. 1 opunuansHo yrBepkIEHHbIE MuH3apaBom PO,
KIIMHUYECKHE PEKOMEHAALNHU (PYKOBOJICTBA, IPOTOKOJIBI JIECUEHHS) — HA HALLIEM CalTe.
HNHurepHer-cepuIKa:
http://disuria.ru/load/zakonodatelstvo/klinicheskie_rekomendacii_protokoly_lechenija/54.

Ecnu rae-To keM-To JaHHBINA JOKyMEHT OBLI paHee pacrievartaH, JaHHoe n3oopaxkenue QR-koma
ITOMOKET BaM OBICTPO MEPENTH MO CChUIKE ¢ OyMaKHOW KO — B HEM HaXOJMUTCA 3Ta CChUIKA.
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