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Cnucok cokpaliueHnmn

MMRC — mxara Modified Medical Research Council Dyspnea Scale
A1AT — anba-1-antutpuncus (AAT)

AnAT — anannHamMuHOTpaHChepas3a

AcAT — acnapraramuHoTpaHchepasa

I'TT — ramma-royramMmuntpancdepasza

JKT — nnurenbHast KUCIOPOAOTEpATUS

JIHK — ne30kcupruOOHYKIEHHOBASI KUCIOTA

KT — xomnbroTepHas Tomorpadus

KTBP — koMmbroTepHasi ToMorpadusi BRICOKOTO pa3peiieHust
MKB-10 — mexxayHapoiHas cTaTucTHYecKas Kiaccudukamnus 6osesneit 10-ro nepecmoTtpa
OEJI — o6m1ast eMKOCTb JIETKUX

OOJI — ocraTouHBIi 00BEM JIETKUX

O®B;1 — 06beM (hopcupoBaHHOTO BBIZIOXA 32 1-10 CEKYHTY

®OE — ¢yHKIIMOHANBHAS OCTATOYHAS EMKOCTh

OXEJI — dpopcupoBanHast )kU3HEHHASE EMKOCTb JIETKHUX

XOBJI — xponudeckasi OOCTpyKTHBHAsI OOJIE3HB JIETKUX

[HK — Iudd-iioaHas kucioTa

IgA — ummyHOTTIOOYIHH Kilacca A

TepMUHbI N onpeaeneHus

Anbda-1-aHTUTPUIICHH — WHTHOUTOP TMpOTea3 CEMEHCTBa CEPIUHOB, IPEHMYIIECTBEHHOM
MHUIIEHBIO KOTOPOTO SIBIIsiETCS HEUTpoduiIbHas sracTasa.

Hedunur anbda-l-anturpuncuna (A1AT) — reHeTHuecku IeTEPMUHUPOBAHHOE 3a00JIEBaHUE,
BbI3BaHHOE HeAO0CTaTo4HOCThI0O A1AT B CHIBOPOTKE KPOBH U MPOSBISIONIEECS B BUAEC XPOHUYECKOM
OOCTPYKTHUBHOM 00JIE3HU JIETKUX, SMPHU3EMBI JIETKHUX, TOPAXKEHUS TIEYSHHU U COCYOB.

HeitrpodunpHas snactaza — pepMEeHT HIMPOKOTO CHEKTpa JeHCTBUS, KOTOPBIN pa3pyllaeT 31acTuH,
KOJIJIareH, MPOTEeOrIMKaHbl ¥ IPYTrue KOMIIOHEHTHI SKCTPAILEIUTIONSIPHOTO MaTPUKCA.

XpoHudeckass OOCTpYKTHMBHasi OOJIe3Hb JIETKMX — TETE€pPOT€HHOE COCTOSHHE  JIETKHX,
XapaKTepU3YIOIIEeCs] XPOHUUECKMMH PECIIUPATOPHBIMU CUMIITOMaMH (OJBIIIKA, Kallelb, OT-XOXKICHUE
MOKpPOTBI) M OOOCTPEHUSIMH HU3-3a IMOPAXKEHHUS AbIXaTeNbHBIX MyTeH (OpOHXUT, OPOHXMOIMT) /MU
anbBeosl (AMQu3eMa), KOTOpble BBI3BIBAIOT MEPCHCTUPYIOIIEE, YacTO MPOrPECCHPYIOLIee OrpaHUuYEHHUE
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BO3/YIIIHOTO MOTOKA [2]

Bynna — Bo3ayiHast HoJIOCTh C YETKMMHU POBHBIMU TOHKMMH CTEHKaMU JuameTpom Oosiee 1 cm.

Jlerounas runiepuHQISAIUSA — TATOJIOTUYECKOE YBEIIMUEHUE 00heMa BO3AyX, OCTAIOIIECTOCS B JICTKUX
IOCJIe CIIOKOMHOTO BEIIOXA.

OcraTo4HbBI 00BEM JIETKHX — 00bEM BO3/IyXa, KOTOPBIN OCTACTCS B JIETKUX MO OKOHYAHUU MTOJTHOTO
BBIZOXA

OyHKIIMOHATBHAS OCTATOYHAs €MKOCTh — 00BbEM BO3/lyXa B JIETKUX U JIBIXaTEIbHBIX MYTAX MOCIE
CIIOKOMHOTO BBIJOXA.

1. KpaTtkaa nHdopmaums no 3aboneBaHUIO UMM COCTOAAHUIO (rpynnbl 3aboneBaHn
WUIIN COCTOSIHUN)

1.1. OnpepeneHve 3aboneBaHMA WU COCTOAHMA (rpynnbl 3aboneBaHun wunu
COCTOSIHUN)

OM@uzema JErKkux — CHHIPOMHOE IOHSTHE, XapaKTepU3ylollleecs HEeoOpaTHMbIM YBEIMYEHHEM
BO3/IYLIIHOTO TPOCTPAHCTBA JHUCTAIbHES TEPMHUHAIBHBIX OPOHXHOJN, aCCOLMMPOBAHHOE C AECTPYKIHEH
CTEHOK aJIbBe0JI, HeCBs3aHHOe ¢ (prbdpo3oM. [1]

1.2. dTmonorusa n nartoreHes 3aboneBaHUsi UNN COCTOSAHUA (rpynnbl 3ab6oneBaHun
UIIN COCTOSIHUN)

B ¢opmupoBaHun sMpuU3EMbl Y9aCTBYIOT pa3IMYHbIC KICTOYHBIC W MOJICKYJIIPHBIC MEXaHH3MBI,
KIIIOYEBYIO pOJIb Cpeld KOTOPBIX WIPAaeT MpOTEa3HO-aHTUIIPOTEA3HbIM IucOasaHC, BBI3bIBAIOIIMIA
JECTPYKIIUIO 3JIaCTHYECKOT0 JIESTOYHOTO Kapkaca [8].

YBenuueHue MpoTeOTUTUYECKON aKTUBHOCTH B JIETKUX MPOUCXOJAUT B PE3ybTaTe XPOHUYECKOIO
BOCTIAJICHUS U MUTPAIMK Makpo(aroB u HEUTPO(DUIOB C BHIOPOCOM MPOTEOTUTHYCCKUX (PEPMEHTOB —
CEepUHOBBIX M LMCTEHUHOBBIX MPOTEa3, a TaKKe MATPUKCHBIX MeTaysionpoTenHa3. Haunbonee usydena
POJIb CEPUHOBBIX MPOTEHHA3, MPEXkAe BCero HeUTPOo(UILHON AmmacTa3bl — epMEHTa IHUPOKOTO CIIEKTpa
NeMCTBUS, KOTOPBIM pa3pyllaeT 3JacTHH, KoJulareH, GuOpOHEKTHH, JAMUHUH, IPOTEOTJIMKAHBI U JPYrue
KOMIIOHEHTBI  dKCTpaneiuiosapuoro wmarpukca [9]. Boigenenue HeWTpoduiabHOW snactassl U3
HEHUTPO(DUIIOB B IKCTPALICIUTIONSPHOE TPOCTPAHCTBO MIPOUCXOAUT IO/ BIMSHUEM PAa3IUYHBIX CyOCTaHIIMMA
— mpoBoCHANUTENbHBIX TUTOKWHOB (MJI-8, ®HO), nunononucaxapuaoB, GparMeHTOB OaKTepuaIbHOMN
crenku [1].

Hegocratok  uHrubutopoB  mporea3  BO3HMKaeT  JuOO  BCJIEACTBUE  T'€HETUYECKU
JNETEPMUHUPOBAHHOTO Ae(PEKTa CUHTE3a WM CEKPEIMU (BPOXKICHHBIN nedunuT aabda-1-aHTUTPUIICHHA),
100 U3-3a Ype3MEPHOU e3aKTUBALIMH MTPOYKTaMU OKCUAATUBHOTO CTpecca.

I[Ipu XOBJI mucbGamanc B cucreMe '"TpoTea3bl-aHTUIPOTEa3bl" PACIEHHUBAIOT B TOM YHCIE Kak
CIIEJICTBUE BOCIAJICHUS, WHIYIUPOBAHHOTO HHTAISALMOHHBIM BO3JECHCTBHEM IMOBPEKIAIONINX BEIIECTB
(curapeTHoOTO JBIMA).

Anb(a-1-aHTUTPUIICHH — WHTHOUTOpP MpOTea3 ceMEWcTBa CEepHUHOB (serin protease inhibitor —
serpin), MPEUMYIIECTBEHHONH MHUIIEHbIO KOTOPOTO sBiseTcss HeWTpodunpHas smactaza [/, 8]. IeH,
otBevaronuii 3a npoaykiuio A1AT, Hocur nBa HazBanust — SERPINAI (anri. serpin peptidase inhibitor,
clade A), wmu Pi (proteinase inhibitor) u pacrnonosxen Ha 14-i xpomocome (14q32.1) [10-12].

Bce anmnenu knaccuuupyroTcss B 3aBUCUMOCTH OT IJIa3MEHHOW KOHIIEHTpalnuu U cBoiicTB A1AT
Ha cieayromue Turs [9]:

- HOpMAaJIbHBIE aJJIENH, OTBETCTBEHHBbIE 3a BBIPAOOTKY A1AT ¢ HOpManbHBIMU CBOWCTBAMHU U B
J0CTaTOYHOM KOJIMYECTBE;

- ne(hUIIUTHBIE aJIENH, IPH KOTOPHIX BBIpa0aThIBAETCS HEAOCTATOYHOE KomnuecTBO A1AT;

- HyJIeBbIe aiyienu, mpu KOTopeiX A1AT B KpOBH MOJHOCTBIO OTCYTCTBYET;

- aJUIeNy ¢ HapylieHueM (QYHKIHH, TpU KOTOPbIX KonndecTBO A1AT He oTiandaeTcss OT HOPMBI, HO
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OH HC€ MOZKCT BBIIIOJIHATH CBOU q)YHKI_II/II/I

Jnst muddepeHIIMPOBKY Pa3InYHbIX T€HETUYECKUX BapHaHTOB MoJeKyn AlAT ucnonp3yloT HX
MOJIBIKHOCTH TPH dJIeKTpodopese, obo3Hadas OykBamu oT "A" mo "Z". Auienn HaciexyroTcs o
KOJOMHHAHTHOMY TUNy, crnienupudeckuii ¢penorun AIAT ompenensercs nByms autensimu. Hambonee
pacrpocTpaHeHHBIM  HOpPMaJbHbIM  (peHoTMHIOM  siBisiercst  Pi*MM  (cpemHsis  MOJBMXKHOCTB),
omnpenensgeMblit y 95% i eBporeonHoM pacsr [9].

Heduutr AIAT 0OBIYHO BO3HHMKAET B Pe3ylbTaTe HACIEIOBAHUS JBYX NE(UIIMTHBIX aJUICJICH.
'eTepo3uroTHoE€  HOCHUTENBCTBO  JE(PHUIMTHOTO  ajuleNii CKOpee MOXKHO — paccMaTpuBaTh — Kak
MIPEIPACIIOIOKEHHOCTD K Pa3BUTHIO naTosioruu [13, 14].

K OCHOBHBIM JeQUIMTHBIM ailjiesiIM OTHOCSTCS BapuaHThl S U Z, npu KoTtopsix AIAT
MOJIMMEPU3YETCS, 3aJIeP)KUBAETCS B TIEYCHN M TIOCTYMAET B KPOBb B KOJIMYECTBE, COOTBETCTBEHHO, 40-60
u 10-20% ot Hopmbl [9]. Tlomasistoiiee OOJBITUHCTBO CIy4aeB KIMHHYECKA 3HAYMMOTO JeHIATA
A1AT pazsuBaercs npu ¢enotune ZZ (96%). S-amiens npuoOpeTaeT KIMHUYECKOE 3HAUEHHUE IPHU
coderanuu ¢ Bapuantamu Z wim QO (Hynesas amiens) [15-17].

B ycnoBusix pedpumura AlAT npoucxoauT HEKOHTPOJIUPYEMOE TOBBILIEHUE AKTUBHOCTH
MPOTEOJIMTUYECKUX (EPMEHTOB, MpPEXKJE BCEro HEUTPO(MIBHONW 5JacTasbl, B pe3yJbTaTe Yero
3JIaCTUYECKHE BOJOKHA M Jpyrue CTPYKTYPbl SKCTPALEIUIIOISIPHOTO MaTpUKCa HIKHUX OTAENOB
JIbIXaTeIbHBIX MyTeH MOABEPraloTCsS MEAJECHHOW ACCTPYKIHMH. DTO MPUBOJIUT K MOTEPE 3JIACTUYHOCTH
JIETOYHOM TKaHH, Pa3BUTHIO 0OCTPYKTUBHBIX HAPYLIEHUHN U SM(PU3EMBI.

Anbda-l-aaTuTpuncud o07a1aeT BaXXHOW MPOTUBOBOCTIAIIUTEILHON W HMMYHOMOIYIUPYIOIIEH
aKTUBHOCTBIO — BIUSHHEM HAa LUTOKHHOBBI MNpOQHIIb, MUTPALUIO JIEUKOLUWUTOB, AaKTUBALMIO U
nponudepanno T-muMOIUTOB, HETOCTATOUHOCTh KOTOPOM BHOCHUT CYIIECTBEHHBIH BKJaJ B pa3BUTHE
KJIMHHYECKHUX TposiBienuit nepumnmura A1AT [18].

Baxnyto posib B moBpexaeHuu yerkoro npu aeduiure A1AT urpaer kypenue. CUrapeTHbIA JTIM
MOJKET JIOMOJHUTENBHO YCUJIMBATh MojuMepuzanuio Monekyn AlAT, HapymaTe CHHTE3 3JIaCTHHA B
JICTKHX, MOIEPKUBATh HeWTpohuibpHoe Bocmanenue [19, 20].

[Tomumo HapymieHuss OajlaHca B CHCTEME MPOTEOJIU3-aHTUIIPOTEOJIN3 B KadeCTBE BO3MOMKHBIX
MAaTOT€HETUYECKUX MEXaHU3MOB 3M(H3eMbl JIETKMX pacCMaTPUBAIOT MOJIaBJICHIE aHTHOTEHEe3a B JIETKHX,
HapylleHue OajlaHca MEX]y IOBPEXKJIECHHUEM M pereHepalnueil MapeHXUMbl JIETKHX, ayTOMMMYHHBIE
peakiuuu B aJbBEOJSIPHOM TKAaHW W KalWwusipax JIETKUX, YCKOPEHHBIA amonTo3, MOBBIIICHHE
BHYTpHALMHAPHOTO aaBieHus [1].

BonbmacTBO ciydaeB smpuzembr jerkux cBszano ¢ XOBJI. Kpome Toro, y KypWJIbIIMKOB C
HaJIMYMEM PECIHUPATOPHBIX CHUMITOMOB, HO He uMmeromux auarHosa XOBJI, smduzema BoigBIsATIaCcH B
52% ciyuaes [21].

1.3. dnupemmonorna 3aboneBaHMA WUNM COCTOAHMUA (rpynnbl 3aboneBaHun wunu
COCTOSIHUN)

[To manHbIM MeTaaHanu3a, sMduzemMa BCTpedaeTcsl y B3pOcCioro HaceneHus ¢ yacrotout 0,5-5,7%
[3].

B kpynueix snuaemuonorudecknx uccienoBanusx CIIA cpeau Oemoro HaceleHUs TUArHO3
sMbu3zeMbl ycTaHOBIEeH y 3,5%, a XpoHuueckoil oOcTpykTuBHOUM OGone3nu nerkux (XOBJI) —y 6,3%
oOcieoBaHHbBIX [4].

Tounas pacnpoctpaneHHocTs nepunuta A1AT B GONbIIMHCTBE MOMYSIIIHA HEM3BECTHA, Y MHOTUX
JIUIL OH OCTAeTCs HeIMarHOCTUPOBAHHBIM.

ITo manusiM EBpomneiickoro nperounoro ¢goumga, B crpanax EBpombl pacmpocTpaHeHHOCTh Aeduiinra
A1AT Bapsupyer B mpenenax 1 k 1800-2500 HOBOpPOXKIEHHBIM, YTO COCTaBJII€T mopsiaka 125 TeIc.
yenoBek [5,6]. B ciydaiiHO#l BBIOOpKE PYCCKMX U3 Pa3IUYHBIX oOnacted eBpomeiickoil yactu Poccuu
gactota Z-amienu kosebanace ot 0,3 mo 1%, wactora S-amnenu — ot 0,2 mo 1,5%. Ilo pacueram, B
eBponeiickoi yactu P® oxosio 17,7 ThIC. TOMO3UTOTHBIX MJIM KOMIAYH]I-T€TEPO3UTOTHBIX JIUI] IO S- WK
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Z-annenu, a Takke 2,6 MIH. HocuTenel. B a3uaTckoit wactu 3TH udpsl coctaBisiioT 1,2 Teic. u 500 ThIC.
cootrBeTcTBeHHO [7]. OmHako cymauth o uactore aeduimra AIAT B poccuiickoil momynsiuuud Ha
OCHOBAHMU 3TUX CBEACHUH HE MPEICTABISAETCS BO3MOXKHBIM.

1.4.

OcobeHHOCTU

KogaunpoBaHuUs

3aboneBaHusA

nnm

COCTOSAHUA

(rpynnbli

3aboneBaHun unu coctosiHMi) no MexagyHapooHOM CTaTUCTU4YECKOM Knaccudukauum
6ones3Hen n npobrem, cBA3aHHbLIX CO 340POBLEM

J43 Dmduzema

J43.0 Cunapom Mak-Jleona

J43.1 ITanno6ynspuas smbuzema
J43.2 llentpunoOynspHas smpuzema
J43.8 Hpyras smpuzema

J43.9 Ompuzema HeyTouHEHHAs

1.5. Knaccucmkaumna 3aboneBaHUsi UMK COCTOSAAHUA (rpynnbl 3aboneBaHUn wunu

COCTOSIHUN)

B 3aBucumocTH OT 30HBI OpAKEHUS allMHYCa BBIACISAIOT CIEIyIoIINe TUIIBI SMpu3eMsl (Tadm. 1):
- IEHTpHallMHapHAas (LEeHTpUIo0yIspHast),

- mapacenTaibHasi,

- maHarHapHas (MaHIo0ysIpHast).

B otnensuyro QopmMy BeAETAIOT OywiesHyr0 SMdu3eMy, XapaKTepU3YIOIIYIOCS DPa3BHUTHEM
YY9aCTKOB JIECTPYKIIMH pazMepom Oosiee 1 cm, KoTopasi MOKET ObITh UCXOJI0M JIF000H (hOpMBI IMPHU3EMBI.

Ta6muma 1. Knaccudukarus smbuzembl

XapaKTEepUCTUKHU IlenTpuanunapuas ITananmuapHas ITapacenTanbHas
Mopdostorunaeckue pacimpeHue JECTPYKIIHS nuddy3Hoe pacupeHne
LHEHTPAJIbHBIX  OTAEJIOB | MEKAJIBBEOJIIPHBIX alyHyca, CIUSIHUE
anuHyca — | meperopoox, BHYTPHJI0JIbKOBBIX
pecnupaToOpHbBIX BBIPA)KEHHOE CTPYKTYp B  €IHMHOE
OpOoHXHMOI U | paclIMpEeHHUE  aluHyca, | BO3AYIIHOE
MEXaIbBEOJISIPHBIX noTepst HOPMAJILHOM | TPOCTPAHCTBO
X0JI0B AHATOMHUYECKOMU
CTPYKTYPBI JIETKUX
Jlokanmuzanus Bepxuue nonu, | Huxaue nonu, | CyOruieBpaibHO
WM3MEHEHUN! LEHTPAJIbHBIE OT/IEIIbI b dy3HOE TOpaKeHUE
BPKT-npusnaku JlokanbHbIE y4acTku | O0mupHbIe 30HbI | JIOKaabHbIE  OKpYIJIBIE,
IIPOCBETIICHUS 0€3 | IOHMKEHHON TUIOTHOCTH | YETKO OYepUYEHHBIE
BUJIUMBIX CTEHOK 0e3 BHUIUMBIX CTEHOK,|y4aCTKU IIPOCBETICHUS C
obeqHEeHHe COCYOUCTOro | ToHKUMU (< 1 MMm)
pUCYHKa CTEHKaMH
ITpynynnel CurapeTHslil 1pIM Hedunut A1AT, | CurapetHblit JbIM,
CUTapETHBIN JAbIM U0 THYECKAs

Hedunut A1AT paznenstor Ha ciaeayrone KIMHUUYECKUE TUIIBL:
- nepunut A1AT ¢ npeuMyIecTBEHHBIM MOPAXKEHUEM IenaToOUIMapHON CUCTEMBI;
- neunut A1AT ¢ npeuMyIiecTBEHHBIM MOPAKEHNUEM JIbIXaTeIbHOW CUCTEMBI;

- nepunut A1AT ¢ coueTaHHBIM NOPaKEHUEM JIETKUX U TTEYESHH.
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1.6. KnuHunyeckasn kaptTuHa 3aboneBaHusl UNN COCTOAIHUSA (rpynnbl 3aboneBaHun unu
COCTOSIHUN)

KnuHuyeckre CcUMNOTOMBI CO CTOPOHBI JbIXaTE€IbHOM CHCTEMBbI MpU SM(pU3EME JIETKHX
Hecrienn(uaHbl. OCHOBHBIE CHMOTOMBI — 3TO OJBIINIKA W CHIDKEHHE IEPEHOCHMOCTH (HU3NYECKUX
Harpys3ox.

[lepBeiM mposiBieHHEM SM@u3eMbl (OCOOCHHO B Cly4ae IapacenTaIbHON ASMQHU3EMBbI) WIN
OCJIO)KHEHHEM YK€ U3BECTHOTO 3a00JIeBaHHSI MOXKET ObITh CIIOHTAHHBII MHEBMOTOpAKC [22].

Kak m mpu OOJBIIMHCTBE APYrMX HACIEACTBEHHBIX 3a00JIEBAaHUM, KIMHHUYECKHE IPOSBICHUS
nepunuta AIAT cuabHO BapbUpPYIOT U 3aBUCAT OT (PaKTOPOB OKPYKAIOIIEH CPEJIbI.

Cpenu knuHudeckux nposieieHuid nepunura A1AT y B3pocnbix npeoOnasatoT Jero4Hble GOPMBI.
TunuuHeIMM TIpOsIBIEHUSAMU 3a00JieBaHus SBISIIOTCS AMpuzema, XOBJI, peunauBupytomye OpoOHXUTHI,
OpOHXOOOCTPYKTUBHBIM ~ CHHAPOM C  COOTBETCBYIOIIEH  KIMHMYECKOW  CUMMOTOMATHUKOM — —
Iporpeccupyromniasl ojbllika Hpu (PU3NUECKON Harpys3Ke, SMH30Jbl CBUCTSIIETO JbIXaHUS, Kallellb,
MPOJIYKIIUS. MOKPOTHI [23-27].

VY nauuentoB ¢ XOBJI Hamnmuue BbIpakeHHON sMduzemsbl jerkux no KTBP accomumpyercs c
00JIBIIIEH CMEPTHOCTBIO M ITPOTPECCUPOBAHUEM OCHOBHOTO 3a00ieBanus [28].

Psan mun ¢ mepummrom A1AT mMMeErOT HOpMalbHBIE TOKa3aTeld (PYHKIIMH JIETKUX HAa MOMEHT
MMOCTAHOBKM JMarfHo3a. TOuYHBIM NporHo3 (MpU €CTECTBEHHOM Te4YeHHH 3a0ojeBaHMs) y JaHHBIX
WHIUBUAYYMOB Heu3BecTeH. OIHAaKO eCTh JaHHbIE, MOATBEPXKIAIOIINEe HOPMAIbHYIO BBIKMBAEMOCTH Y
HEeKypsux Jul ¢ PiZZ-penotunom [29].

Hawnbonee pacrnpocTpaHeHHONW NMPUYMHOW CMEpTH y marueHToB ¢ nedunurom AlAT sBmsercs

JbIXaTebHasi HeloCTaTOYHOCTh (45-72% cmepreil), 3atem cneayetr uuppo3 neueHu (10-13% cmepreit)
[30, 31].

2. [OwarHoctuka 3aboneBaHUMsA WM COCTOSAHMA (rpynnbl  3aboneBaHun wUnu
COCTOSIHUW) MeAULMHCKME MOKa3aHWA U NPOTMBOMOKa3aHMA K NMPUMEHEHUI MeTo[oB
ANarHoCTUKM

Kputepuu ycranosienus 3a0601eBaHus:

BonbmmHCTBO citydaeB SM@u3eMbl JIETKHX acCOIMUPOBAaHO ¢ KypeHweMm u HamuwdueM XOBJI, uro
00ycnoBiIMBaeT HEOOXOAMMOCTh 00CIIEIOBAHHUE HA MTPEIMET HAIMYKS JaHHOTO 3a00JIeBaHuUs Y BCEX JIUIL C
aM(pHU3EeMOH.

JuarHoctuueckue Mapkepsl aedunura A1AT cymmupoBans B Ta0i. 2 [9, 32].

Tabnuua 2. Jlnarnoctuaeckue mapkeps! nedunura A1 AT
[IposiBneHUs: CO CTOPOHBI OPTaHOB JbIXaHUS [TposiBieHUs: CO CTOPOHBI IPYTUX OPraHOB U
CHCTEM
Pano Bo3HuKIas smduszema (B Bozpacte 10 45 1er) | bone3nb neueHn HesICHON 3THOJIOTHH
OMm¢uszema JIerKUX B OTCYTCTBUE M3BECTHBIX | HeKpOTH3UpYIOLINI TaHHUKYIUT
¢dakTopoB pucka (kKypeHue, mnpousBoacTBeHHoe | ANCA-accounupoBaHHbIN BACKYIUT
BO3/ICWCTBUE MUK U JP.) Hanmnune B cemeiiHoM aHamHe3e 5SMQu3eMsbl
OM¢uszemMa C NPEUMYIIECTBEHHBIM TMOPAKEHHUEM |JIETKUX,  OpPOHXOJKTa30B,  OOJE3HM  IEUCHH,
0a3aJbHBIX OTJIEJIOB NaHHUKYIUTa JIMOO TOATBEPKICHHBIA JepHUIUT
Pazputue XOBJI y nun monoxe 40 ner w/mumu co|A1AT y KpOBHBIX POJCTBEHHHKOB (OCOOECHHO Y
CTa)keM KypeHus MeHee 20 nmadek-jaeT OpatbeB U cectep)
BpoHx03KTa3bl HESICHOH 3THOJOTMK OpOHXMATIbHAS
acTMa C YCTOMYMBBIM K TepaluM HapylleHUEM
(GYHKIUH JIETKUX
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Kommuieke wuccrenoBanuil Aisi OUArHOCTHKM HenocTaToyHOCTH anbpal anTtuTpuncuHa (cM B
paznene 2.3. JlabopaTopHasi TMarHOCTHKA).

2.1. XKano6bl n aHamMmHe3

- IIpu cOope aHamHe3a y MAIMEHTOB C AMQHU3EMON JIETKHX, BCEM NAIMEHTaM PEKOMEHIYeTCs
OILICHMBATh HaJIM4Ke OJBILKHY 110 mKane mMRS (npunoxenue I'1), kauwis, NpoIyKIMU MOKPOTHI, XPUIIOB
B TpyaH, Bo3pacT Je0roTa KIMHUYECKUX IPOSIBICHUN, YTOUYHSATh HAJIM4YUE MATOJIOTUU JbIXaTEeJIbHOU
cucTeMbl (3M(U3eMbl) U NEUYEHU Y KPOBHBIX POJACTBEHHMKOB, a TAK)K€ OLIEHUBAaTh aHAMHE3 KYPEHHUS C
pacueToM HHJEKCa KypsIIero uvenoBeka (Mayek-jeT) A MCKIIOYEHHUs MOTEeHIUAIbHbIX MpPUYHH
amuzemsr erkux [33].

YposeHb yoeautenbHOCTH pekoMenaaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 4).

KommenTtapun: Knunuuecknue nposiBIeHUsI HAUMHAIOTCA, KaK IPaBUIIO, B cpeaHeM Bo3pacte (32-41
roJ), XOTS ONWCaHa 3HAuWTeNbHas BapuabenbHOCTh BpeMeHH ux nebtora [9, 34-36]. Ha ckopocthb
Pa3BUTUS U TSHKECTh MOPAXKEHUSI JIETKUX CYILIECTBEHHOE BIMSIHHE OKa3bIBAIOT PsAJl BHEIIHUX (B MEPBYIO
odepelb KypeHue) u reneTndeckux gakropoB. OmHako auma ¢ HeaoctarogyHOCThio A1AT mMoryT GoseTh
XOBJI naxe mpu OTCYTCTBUM KYPEHHS B aHAMHE3E.

VY namuentoB XOBJI ¢ nepunurom A1AT mno cpaBHenuto ¢ 6onpHbIMH XOBJI 6e3 Hero Gonee
BBIpaXKEHa OJIBIIIKA, XYK€ KaueCTBO XM3HH W (pyHKIHOHambHbIe mokasatenu [37]. K daxkTopam pucka
osicTporo mporpeccupoBanuss XObBJI y mammentoB ¢ npedpummrom AlAT oTHOCITCS KypeHwue,
MIPUHAIEKHOCTh K MYKCKOMY IOy, €0I0T KIMHUYECKUX MposiBieHui B Bo3pacte 30-44 ner, ODOBI B
unteppaiie 35-79% ot JOMKHOTO, OTpUIIaTeIbHAast MPo0da ¢ OPOHXOIUTHKOM U HU3KHM ypoBeHb A1AT.

- Beex manuenToB ¢ nepunurom A1AT He3aBUCHMO OT BO3pacTa peKOMEHIYETCS pacCIpaliuBaTh O
HaJIMYUU CHUMIITOMOB CO CTOPOHBI T'€laTOOMIMAPHON CUCTEMBI Uil UCKIIOYEHHS IMATOJIOTUU MEYEHU U
YKEITIEBBIBOIAIINX MPOTOKOB [38-40].

VYposeHs yoeaurenbHOCTH pekoMeHaaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIILCTB — 5).

KoMMeHTapun: ¥ HEKOTOpBIX MallMEHTOB 0e3 MPU3HAKOB PAHHErO 3a00JIeBaHUS MMEYEHH BO3HUKAET
HapylieHne (QyHKIUU MEeYeHH B MOAPOCTKOBOM Bo3pacTe U mo3zxe. [lopakeHue medyeHu BO B3pPOCIOM
BO3pacTe TMPOSIBISIETCS MEJIKO- U KPYIHOY3JIOBBIM IIHMPPO30OM M YacTO MPUBOAUT K Pa3BUTHUIO
remnaToeUIIOISIPHON M XOJaHTHOLIEILTIOISAPHO KapiuHoMsl [ 38-40].

2.2. dDusnkanbHoe obcnegoBaHue

- Becem marmenTam pekoMeHyeTcst mpoBeaeHue o0ero GpusnkaibHoro ocmotpa. [1]

VpoBenb yoeautenbHOCTH pekoMenaanuii C (ypoBeHb JOCTOBEPHOCTH JI0Ka3aTEIbCTB — 5).

[Tpu pusnKambHOM 00CIE0OBAaHUN AMEHTOB ¢ SM(PHU3EMOil JIETKUX, KaK MPaBHIIO, BEICIYIIHBACTCS
0CJTa0JICHHOE JIBIXaHHE MPH ayCKYJIbTallMd M KOPOOOYHBIN 3BYK HPHU MEPKYCCHH, MOXET ONPENesThCs
napajoKCaIbHBINA Mmyabc. K XapakTepHbIM KOHCTUTYIIHOHAJIBHBIM YepTaM TaKUX MAalMeHTOB OTHOCSATCS
CHIDKCHHBIN MHJEKC Macchl Tena, 004KooOpa3Has TpyaHas KJIeTKa ¢ TOPU30HTAIBHBIM PACIIOJIOKEHUEM
pebep, CriIaKeHHOCTh MEXKPEOSPHBIX MPOMEKYTKOB, IIMPOKHIA SMUracTpaibHblid yroi [1, 41].

[Ipu npoBeneHuM (U3MKAIBHOIO OCMOTpa Yy MAlMEHTOB ¢ Nojo3peHueM Ha aedpuuut A1AT
HEoO0X0MMO TakXke oOpamaTh BHUMAaHUE HAa COCTOSIHHE TIeNaTOOMIMAapHOW CHCTEMBl M KOXKHBIX
nokpoBoB. [Ipu nepunmre A1AT ¢ npeumMynecCTBEHHBIM NOPaKEHUEM IT€YEHU IIPU OCMOTPE MOT'YT OBITh
BBISIBJICHBI TPU3HAKU IUPPO3a NIEUEHH.

OnHuM U3 KIMHUYECKUX nposiBieHui nepuunra A1AT sBisercs HEKPOTU3UPYIOLUI TaHHUKYIIUT,
JUI. KOTOPOTO XapaKTepHO MOSBICHHUE IMOJKOKHBIX Y3JIOB Ha OOJIAaCTH SITOJUI], HUYKHEH YacTH >KUBOTA,
MIPOKCUMAIIBHBIX OT/IEJIOB KOHEYHOCTEH.

- Y Bcex MallueHTOB C 3M(I)H3eM0f/'I JICTKUX PCKOMCHAYCTCS UCIOJIb30BAHUC ITYIILCOKCUMCTPUU IS
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OIICHKU HACHIIIECHHS reMoriioonHa kuciaopoaom (SpO2) [42].
YpoBeHb yOeAUTEIBHOCTH PeKoMeH 1aluii B (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIILCTB — 2).

2.3. ﬂaﬁopaToprle AnarHoctn4yeckKkume nccrnegoBaHus

- Tanuentam ¢ sM¢u3eMoit erkux npu 3Hadennn Sa0; < 92% 10 JaHHBIM MyTbCOKCHMETPHH
PEKOMEHIyeTCs HCCICIOBAaHUE KHCIOTHO-OCHOBHOTO COCTOSIHMSI W Ta30B KPOBU JUIS  OLICHKH
BBIPOKEHHOCTH THITIOKceMun [42].

YpoBeHb yOeAUTEIbHOCTH PeKOMEHAaIHi A (YpOBEHB JIOCTOBEPHOCTH JI0OKA3aTEILCTB — 2)

- [TanmentoB ¢ XOBJI, ocobenHo npu nedrote 3a6osieBanus B Bo3pacte < 40 JeT, cTake KypeHHus <
20 mayek-yner, 3M(puU3EeMaTo3HOM (EHOTUIIE, C MPEUMYILECTBEHHBIM pACIIOJI0KEHUEM 3M(HU3EMBbl B
0a3aJIbHBIX OTAENaX PEKOMEHAYETCS KOMIUIEKC MCCIENOBAaHUM Uil JUArHOCTHUKU HEAOCTAaTOYHOCTU
A1AT (B03.019.012) [9, 23, 39, 40]

YposeHb yoeautenbHOCTH pekoMenaaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 5).

KommenTtapuu. Pannee BbisBiaeHue nepunura AlAT no3BosuT mnpenynpeauTbh BO3AEHCTBHE
(hakTopoB pHuCKa (KypeHHE U JIp.) U MOHUTOPUPOBATH COCTOSIHHUE TAIUECHTA.

- Bcem mnamumentam ¢ mogo3peHreM Ha HacieAcTBeHHBIM aeumut AlAT pexkomenmyercs
ompeieieHne aKTUBHOCTH anb(da-1-antutpuricura B kposu [9, 23, 39, 40]

VYposens yoeautenbHOCTH pekoMeraaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEILCTB — 4).

Kommenrtapuu. B ycnoBusix PO ontumanbHbiM sBiseTcs: onpenenenue ypoBHs AIAT meromom
UMMYHOTYPOUJIUMETPUH, TIPH KOTOPOl HOpMasbHBIMM 3HaueHUusIMU A1AT B chIBOpOTKE KpOBH OyIyT
cuntarbes 0,9-2 r/n (pu u3MepeHun MeTo oM HederomeTpuu — ot 2 1o 4 1/1) [23].

[Ipn wuHTepmperanu pe3ylbTaTOB CJEAyeT Y4YUTHIBaTh, YTO MpH HHOEKIUOHHBIX U
BOCIMAIUTENBHBIX PEAKLUAX, OIyXOJIAX, CTpecce, IIOKe, OEpeMEHHOCTH, MpHEeMe MpenapaTos,
BKJIIOYAIONIUX B cOCTaB BemiecTBa u3 rpymnmbl dctporeHoHoB (ATX GO03C), ypoenr AIAT B kpoBu
noBbimraercs [39, 40]. MccnenoBanue mydiine MpoBOAWTH BHE MEprHoaa 000CTPEHHUS aCCOIMHUPOBAHHBIX C
nedurutom A1AT 3aboneBanwmii [45].

- Ouenka ypoBHs al-dpakiuu rio0yJIuHOB IIPH ONMPEISTICHUH COOTHOIICHUSI OCIKOBBIX (paKInuid
METOJIOM JJIeKTpodope3a WM METOJOM BBICOKOYYBCTBHTEIBHOIO KAIMMIIIIPHOTO 3JeKTpodopesa ¢
nenpto quarfoctuku nedunura A1AT He pekoMeHayeTcs, Tak Kak TpeOyeT AabHEUIINX MCCIIeT0BAHUN
VIS TIOATBEPOKICHHs quarHosa [9, 48].

YposeHs yoeaurenbHOCTH pekoMenaaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEILCTB — 5).

Kommenrtapuu. CHuxenue nub0 otrcyrctBue ¢pakiuu al-rinoOynnHOB TMpU  PYTUHHOM
anektpodopese OETKOB IIa3Mbl KPOBH MO3BOJISIET 3amo03puth Haimuuue nepunura A1AT, mockoiabky
oH coctasiseT 80-90% al-rioOynuHOB KPOBH.

- Beem nanuenrtam ¢ nepuuutom AIAT pekoMeHIyeTcs €XeroJHoe UCCIe0BaHNe aHaau3a KpOBU
OMOXMMHUYECKOTO  OOIIETEeparieBTUYECKOr0 €  MCCIEJOBAHMEM YpPOBHS ajdbOyMHHa B  KpOBH,
UCCIIeIOBAaHUEM  ypOBHS  obOmero  OuiaMpyOMHa B KPOBM,  OIpPENENICHHEM  aKTUBHOCTH
acrapTaTaMHUHOTpaHc(epasbl B KPOBU, ONPEICICHUEM aKTUBHOCTH allaHMHAMMHOTpaHcdepassl B KPOBH,
OTpe/ielIeHueM aKTUBHOCTH TramMMa-IJIIOTaMWIITpaHcepa3bl B KPOBM UM MCCIEJOBAHUE YPOBHS
TpoMOOLIMTOB B KpoBH [47].

VpoBeHb yoeautenbHOCTH pekoMenaauii C (ypoBeHb JOCTOBEPHOCTH JI0Ka3aTEIbCTB — 5).

Kommenrapuu. ¥V nammentoB ¢ nepunuroM A1AT 4acTo BBISBISIETCS TPaH3UTOPHOE MOBBIICHHE
TpaHcamMuHa3. CHMKEHHE  CHHTETHYeCKOM  (yHKUIMM TedeHH  (CHW)KEHHWEe  anbOymMHHa) U
TpoMOoIMTONIeHUs O0JIee CrieUpHUHBI A1 IUPPO3a MEYESHH.

Bcem nanmentam nedunurom A1AT B MeIUIIMHCKOW OpraHu3aiiy pekoMmenayercs: [47, 48]:

- OCMOTp Bpaua-IyJIbMOHOJIOTa WU Bpaya-TepanesTa He no3aHee 20 MUHyT
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- IYJIbCOKCUMCTPUA HE MTO3JHECC 20 MHHYT OT MOMCHTA NOCTYIUICHUA B CTallMOHAP
- KOHCYNIbTAllMsl Bpauda-aHeCTe3WoJora-peanumarosniora He mno3aHee 30 MHHYT OT MOMEHTa
MOCTYIUIEHHUA B CTallMoHap (nmpu carypauuu meHee 75%)

2.4. MHCTpYMeHTaanbIe AnarHoctu4ieckume nccriegqosaHus
MeTOI[bI BU3yaJIu3alluu

- Bcem mammieHTam ¢ 1moio3peHneM Ha dMQHU3EMY JETKUX PEKOMEHIYETCs! TPOBOANUTH MPHUILETBHYIO
peHTreHoTpaduio OpPraHOB TPYAHOM KIETKM B TPSMOW TPOEKIMH IS TMONTBEPXKACHUS IHarHo3a,
WCKITIOYCHMSI JIPYTHX 3a00JIeBaHUN OpraHoB JIbIxaHuWsi W cpemocteHus [43, 44], B ToM uucie ¢
UCIIOJIb30BAHUEM UCKYCCTBEHHOTO MHTEsUIeKkTa [119].

YposeHs yoeautenbHOCTH pekoMenaaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 5).

KommenTtapuu. K xapakrepHbIM Npu3HakaMm 5MQU3EMbl JIETKMX OTHOCSTCS HHU3KOE CTOSIHHE U
YIUIOIIEHHE Auadparmbl, BEpPTUKAJIBLHOE IOJIOXKEHHUE CepJIla, YBEIMYEHHE MEepeAHE3aJHEro pasmepa
IPYHOM KJIETKM W pacIIMpEeHHE PETPOCTEPHAIBHOTO MPOCTPAHCTBA, OOEAHEHHE JIETOYHOTO PHCYHKA,
4acTO BCTPEUYAETCsI TOPU30HTAILHOE PACIIOJIOKEHNE pedep U paclIupeHne MexXpeOepHbIX TPOMEXYTKOB.

Jlia mauuenToB ¢ smbuzemoit Ha done aedpunnta A1AT Oosiee XapakTepHO MOPAKEHHUE HUKHHUX
OTJIEJIOB.

VY yacTu manueHToB ¢ M@U3EeMON JIETKMX Ha HadaJbHBIX ATalax M3MEHEHUS Ha PEHTIe€HOIpaMMe
OpraHoB I'PYIHOM KJIETKH MOTYT OTCYTCTBOBATb.

- V manueHToB ¢ BIEPBBIC BBIABICHHOH SMQHU3EMOW JIETKUX, HAIHYHEM PECIUPATOPHBIX
CUMIOTOMOB W/WJIM HM3MEHEHHEM ToKa3aTesned (YHKIMM JIETKUX PEKOMEHAYeTCs IpOBeIeHUE
KOMIIBIOTEPHOI ToMOTrpaduu OpraHoB rpyaHoi mosoctu [49].

Yposens yoeaurenbHoCTH pekoMenaaiuii C (ypoBeHb JOCTOBEPHOCTH JI0KA3aTEIILCTB — 4)

KommenTtapun. KommbiorepHas Tomorpadus OpraHoB TPYAHOW TOJOCTH SIBJISIETCS HamOojee
YyBCTBUTEIbHBIM W  CHEHUGUYHBIM METOAOM Ui  BBISBICHHS, OLCHKHM BBIPQKEHHOCTH W
MOP(}OJIOTHYECKO# XapaKTepUCTUKH dMbu3eMbl jterkux [50].

OMpuzema mposBISETCS B BUAE OTIEIbHBIX YYaCTKOB MOHUKEHHON IUIOTHOCTH 0€3 Kakux-iau0o
IPaHULl UJIU OTPAHUYEHHBIX TOHKUMHU (MeHee | MM) CTeHKaMHd, B LIEHTPE TaKUX MPOCBETICHUN MOXKET
HAXOJUThCSI TOUKA — BETBb JIETOYHOM apTEPUH.

I[Ipu nedpummure AIAT KIaCCHYECKUM TPU3HAKOM SIBJISETCS MaHIOOysipHas sMdu3ema c
MPEUMYIIECTBEHHBIM MMOPAKESHNEM HIKHUX J10J1ei jierkux [1, 9].

HauGonpIieil 4yBCTBUTEIBbHOCTBIO M CHEUU(DUYHOCTHIO B OLIEHKE MPOTPECCUPOBAHUS 3M(PU3EMbI

O6HaﬂaeT MCTO PCHTICHOACHCUTOMCTPUHU, KOJIUMYCCTBCHHO OHCHI/IBaIOH_[I/Iﬁ BBIPpA’KCHHOCTb 3M(1)I/136MBI
[49, 51].

- Pexomenayercs perynspHoe IpoBeAeHNE KOMIBIOTEPHONH TOMOTpaduu OpraHoB IPyAHON MOJOCTH
JUTsL OLIGHKU TIPOTPECCUPOBAHMS IM(PHU3EMBbI Y MAIUEHTOB C TshKeIbiM aedururom A1AT [52].
VYpoBeHb yOeAUTEIbHOCTH PeKOMEeH AaIHii B (ypoBeHb T0CTOBEPHOCTH JOKA3aTEIbCTB — 2).

DOYHKINOHAJIbHAS TUATHOCTHKA
- Bcem maunmentam ¢ nopospenueM Ha XOBJI u sMmduzemy nerkux pekomeHayercss IpoBOJUTH
HCCIIeIOBaHUE JbIXaTEeIbHBIX 00bEMOB C MPUMEHEHUEM JIEKApCTBEHHBIX MPENapaToB JIsl BHISBICHHUS U

OLICHKHU CTETICHHU TSHKECTU OOCTPYKIIMU JbIXaTeNIbHbIX myTeii [53, 54].
VpoBeHb YOCAUTENbHOCTH PEKOMEHIaIHii 4 (YpOBEHb TOCTOBEPHOCTH A0Ka3aTenbcTB — C)

- Bcem mamueHTam ¢ BLIan(eHHOﬁ Z-)M(I)I/BCMOI\/'I JICTKUX U HAJIMYUCM PECIIMPATOPHBIX CUMIITOMOB
PCKOMCHAYCTCA IPOBCACHUC 6OIlI/IH.HCTI/I3MOFpa(I)I/II/I n HCICJO0BAHUC HH(I)(I)YSHOHHOﬁ CIIOCOOHOCTH
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nerkux [55, 56].

YpoBeHb yoeauTenbHoCTH pekoMmeHaanuii C (YypoBeHb TIOCTOBEPHOCTH JIOKA3aTEIbCTB — 5)

Kommenrtapun. MeTo bl HCClIeIOBAaHUS JIETOYHBIX 00beMOB M TP PY3NOHHOHN CITOCOOHOCTH JIETKUX
ABIISIIOTCSL  0OJiee UyBCTBUTEJIBHBIMH YE€M CIUPOMETPHS Ul OLEHKH (PYHKIIMOHAIBHOTO CTaTyca
MAIMEHTOB C AIM(PHU3EMOH JIETKHX.

Jiis smpuzeMbl JeTKux XapakTepHo cHkenne DLco menee 80% OT JMOJDKHBIX BEJIWYUH TIPU
OJIHOBPEMCHHOM CHIDKEHUHU 00beMa GopcupoBaHHOTO BhIoxa 3a 1 cex (ODB1) meree 80% 0T T0KHOTO
W/WJIH TIOBBIIIEHUH ocTaTo4Horo oowsema sierkux (OOJI) 6onee 120% OT HOJHKHOTO, a TAKXKE YBETUICHUU
®OE u otaomrenun OOJI/OEJI [57, 58].

- INlanmentam ¢ npedurmutom Al1AT, HE CONMPOBOXKIAIOIMIUMCS KIMHUYECKUMH TPOSBICHUSIMH,
pEKOMEHAyeTCs MPOBEACHNUE UCCIIeI0BAaHUE HECTIPOBOLIMPOBAHHBIX JbIXaT€IbHBIX 00BEMOB M MOTOKOB Ha
aTane nepBuvHOro oocnenopanus [59, 60].

YposeHb yoeautenbHOCTH pekoMenaaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 4).

KommenTtapuu. [lo nanHeiM cnupoMerpuu y mnamnueHtoB c¢ gepunuroM AlAT onpenensercs
MIPEUMYILIECTBEHHO OOCTPYKTUBHBIA THUI HAapYIIEHUH, Y MHOTHX MAllUEHTOB ONpeesieTcss 00paTuMOoCTb
OpoHXHATBHON OOCTPYKILUH.

PanHsas nuarHoctuka (QYHKIMOHAJIBHBIX HW3MEHEHHH (OpOHXMANbHOW OOCTPYKIIMH) MO3BOJISET
CBOEBPEMEHHO MPHUHATH MEPHI 110 YCTPAHEHUIO (PaKTOPOB PUCKA MOBPEXKACHUS JIETKUX, HAUYaTh TEPaIHio
XOBJI u paccmoTpeTs Bompoc o cretnuduyeckoit repanuu nepunura A1AT.

- Ilammentam c¢ nerounour ¢opmoii aedururta AlAT BHavane pPEKOMEHIYeTCs IPOBOIUTH
HCCIeIOBaHUE HECTPOBOIMPOBAHHBIX JIBIXaTEIbHBIX OOBEMOB W MOTOKOB KaXIbie 6-12 mecsieB s
UCKJTIOYEHHs] OBICTPOrO MPOrpEecCHpOBaHUs 3a00J€BaHUs, MOCJIE YEero 4acToTa HCCIEIOBAHUM MOKET
ObITh cHIKeHa [9, 47].

VYposens yoeaurenbHoCTH pekoMeraaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIILCTB — 5).

KommenTtapun. Cxopocts cHmwkenuss ODB1 npu neduniure AIAT cunbHO BapbUpyeT y pa3HBIX
MaIMEHTOB.

- Ilammentam c¢ gedpururom AlAT pekomeHAyeTCs €XKEroJHO IPOBOJUTH YIbTPa3BYKOBOE
uccnenoanue (Y3U1) opranoB OprolHOM MOJOCTH Ui MCKIIFOUEHUS MPOSBICHUS 00JE3HU CO CTOPOHBI
neueHu [47].

VYpoBeHb yoeauTenbHOCTH pekoMmenaamuii C (ypoBeHb TOCTOBEPHOCTH JOKA3aTEIbCTB — 5).

2.5. UHble gnarHoctnyeckme uccriegqoBaHus
DeHOTUNINPOBAHNE U TEHOTUNTHPOBAHUE

[Ton Tepmunom "¢eHOoTHH" NPUHATO IMOHMMATh 3KCHpeccuro ompeaeneHHoro tuma AlAT, a
MOHATHE TEHOTHUII OTPAKAET CHEU(PUIESCKYI0 KOMOHHALIMIO aJlielNei.

- Bcem marnuenTtam ¢ kiimHHYecKUMH npusHakamu aedunuta A1AT (cm. Tabi. 2) u/mMnm CHHKEHHOM
koHIeHTpauuu AlAT B ChIBOPOTKE KpPOBM PEKOMEHIYeTCs IPOBOAMTH OIpesesieHue (QeHOoTHNa u
renotuna [39, 40].

VpoBeHb yoenutenbHOCTH pekoMenaaluii C (ypoBeHb JOCTOBEPHOCTH JI0KA3aTEIbCTB — 4).

KomMmMmeHnTapuu. 'enoTunupoBanue  oOnagaer  HaWOOJbIIEH  YyBCTBUTEIBHOCTBIO U
cnenupuIHOCThIO Tt onpeneneHus nepunura A1AT (S- u Z-amnenn). [lo ypoBHio A1AT B CBIBOPOTKE
KPOBH HEBO3MOXHO MPEAINONOKUTh reHoTHn Aedurura A1AT.

I'eHoTHIIMPOBaHKME MPOBOJUTCS METOJOM auIeIbCIeUPHUECKON aMIUIM(UKAUK (17151 BBISBICHUS
ayuieneit S u Z) unu npsimbiM cekBeHrpoBanueM JJHK, BbiienieHHON U3 J1I00BIX sIIpOCOIepkKAIIUX KIETOK
JUTSL BBISIBJICHUSI peIKMX MyTanui [46].
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Onpenenenne ¢penoruna AIAT (A-Z) pekoMeHIyeTcss MPOBOJUTH C MOMOIIBIO TOHKOCIOWHOTO
n303eKTpudeckoro Qokycuposanus [9]. HauanmpubiMu OykBamu andaButa 0003HAYAIOT BapHAHTHI C
BBICOKOW CKOPOCTBIO MIEPEMEIIECHHS, KOHEUHBIMU — MIEPEMENIAIOIINECS C HU3KOH CKOPOCTHIO.

3. JleyeHue, BKNro4asn MeOAUKaAaMEeHTO3HYI0O U HeMeaAUKaMEeHTO3HYH Tepanuu,
AuvneTtToTepanuio, obGe3bonnBaHue, MeAMLMUHCKME MOKa3aHMA W npoTUBONOKa3aHnA K
npuMeHeHNno MeToa0B Jle4YeHUusA

3.1. KoHcepBaTMBHas Tepanus

- Beem marmenTam ¢ aMdu3emMoi Ierkux peKOMEeHIyeTcsl 0TKa3 OT KypeHus [61, 62].
YpoBeHs yoeauTenbHOCTH pekoMenaaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEILCTB — 4)

- Ilpu oTcyrcTBUM NPOTHBOINOKA3aHUW JJIs MOAJCPKKH YCHWIMH 1O TNPEKPaIIeHHUIO KypeHHs
PEKOMEH/IyeTCsl Ha3Ha4aTh MpenapaThl, IPUMEHSIEMbIE TPU HUKOTHHOBOH 3aBUCHMOCTH [ 63-67].

YpoBeHb yOeAUTEIHOCTH PeKOMeH IaIii A (YpOBEHb IOCTOBEPHOCTH JIOKA3aTEIbCTB — 1)

KommenTtapun: ®@apmakorepanus 3pPEeKTUBHO MOIACPKUBAET YCUIIUS MO MPEKPAIEHUIO KYPEHUS.
K npenapartam nepBoii JIMHUU [T Je4eHUs Ta0auHON 3aBUCUMOCTU OTHOCSITCSI BADEHUKIIMH, HUKOTUH, B
TOM 4Hucie B popMe TpaHCAepMaIbHOM TepaneBTUUECKON CUCTEMBI.

- YV mamuwentoB ¢ sMmdusemoit Jerkux, oOycnornenHor XOBJI w/wmm npedummurom Al1AT,
PEKOMEHIyeTCSI HMCIOJIb30BaTh JUIMTEIBHOTO JEWCTBHS aHTUXoJmHeprudeckue cpeacrsa (JIIAX),
cenekTuBHbIe OeTa2-aapeHomuMmeTuku (ABA), wunramsunonnsie rmokokoptukouasl (MI'KC) wm
koMmOuHanmu miepeunciieHHbix npemnaparoB (JJAbA/JNAX, JAABA/JJAX/MI'KC) mo cranmapTHBIM
nmokaszanusiM [2, 9, 53].

YposeHs yoeaurenbHOCTH pekoMeraaiuii C (ypoBeHb JOCTOBEPHOCTH J0Ka3aTEIbCTB — 5).

KomMmentapuu. Jleuenne XObBJI mpoBOAMTCS B COOTBETCTBHUM C MEXIYHAPOJIHBIMH U
OTEUYECTBEHHBIMU PEKOMEHAIMSIMHU T10 JICYCHHUIO TAaHHOTO 3a00JIeBaHMsL.

- s neuenust o6octpenuit XOBJI Ha done medpunmra A1AT pekoMeHIyeTcs yBEIMUYEHHUE 103
MpernapaToB JJsi JeUeHUs OOCTPYKTUBHBIX 3a00JeBaHUM IbIXaTeIbHBIX HyTell B (QopMe HHrassAIHi,
Ha3HA4YCHHE KOPOTKUX KypcoB TmrOKOKopTuKOuIoB (HO2AB), mpu u3MeHEHUH CBOWCTB MOKPOTHI —
paHHee HCIMOJIb30BaHUE AHTUOAKTEPUATIbHBIX IpernapaTbl CUCTEMHOTO ICHCTBHS, a TaKKe IPOBEICHHE
OKCUTCHOTEpaluu Mpu 3a00JeBaHUSAX JIETKMX, HEMHBA3MBHOW HCKYCCTBEHHOW BEHTWJISILIMM JIETKUX,
HCKYCCTBEHHOW BEHTUJISIIMH JIETKMX IPU HAJUYUH mokasanwuii [1, 9, 23].

VYpoBeHb yoeauTeabHoCTH pekoMenaaruii C (ypoBeHb TOCTOBEPHOCTH J0KA3aTEIbCTB — 4).

Kommenrtapuu. O6octpenuss XOBJI, ocobeHHo ¢ mnpu3zHakamMu OakTepuanbHOW HHQPEKIUU, Yy
nanueHToB ¢ aeguuuroM A1AT xapakTepusyroTcss MU30BITOYHOM 3J1aCTa3HON aKTUBHOCTHIO, B CBSI3H C
YeM aKTHBHOE JICUeHHUE JI0JDKHO ObITh HA3HAYEHO KaK MOXHO PaHbIIIE.

3amecTUTEIbHAS Tepanus

Ha cerogHamHuii 1eHb €AMHCTBEHHBIM JOCTYNHBIM CHEIM(PUYECKHMM CpEACTBOM JIEUEHHUs
sMQu3eMBbl JIeTKUX, oOycioBiaeHHON aeduumtom AlAT, sBiseTcs BHYTPUBEHHAs 3aMeCTUTENbHas
Tepamnus anbgal-nmpoTenHazbl HHTHOUTOPOM (UETI0BEYECKUM), TOJTYYEHHBIM U3 ITyJia JOHOPCKOM IMIa3MBbl.

3aMecTuTenbHAs Tepanus PPEKTHUBHO CHUXKAET €XKETOJHYK MHOTEpI0 JIETOYHOM TKaHU, O 4eM
CBHUJIETENILCTBYET OLIEHKA IOKa3aTeNell PEeHTreHOJEHCUTOMETpUM B auHamuke [68-72]. EcTh Takxke
JAHHbIE, [TOATBEPKAAIOIIME YMEHbIIEHNE cKopocTH cHIkeHUs: OPB1 B roa n cTaTuCTUYECKH 3HAaYMMOE
YBEIMYECHUE MPOJOJDKUTEIBHOCTH JKU3HH TPU MPOBEICHUU 3aMecTHTEeNbHOM Teparmuu [60, 70, 72-75].
CornacHo psiy HCCIEIOBAaHHUM, 3aMECTUTENbHAs Tepanus CIOCOOCTBYET CHIDKEHUIO YacTOTHl H
yMeHblIeHuto Tsoxkectu odoctpenuit XObBJI nmpu nedunute A1AT, a Takke ynydllIeHUIO KadecTBa KU3HU
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MAIMEeHTOB, OJTHAKO JJOKa3aTeIbHOM 0a3bl OKa HEI0CTaTouHO [ 76-78].

- BuyrpuBeHHas 3amecTHTeNbHas Tepamus anbdal-mpoTenHa3sl WHrHOMTOPOM (UYEIOBEYECKHM)
pexomenayercs B Jo03e 60 mr/kr exxeHenenbHo ymnam ¢ aedpunutom A1AT ¢enorunos PiZZ, PiZNull
(PiZ(-)), PiNulINull (Pi(-)(-)) nubo #c penkumu aeGUIMTHBIMUA BapHaHTaMHu ¢ KoHileHTparmed A1AT
menbine 0,8 r/m (11 mMxMonw/m) crapme 18 7ner, HamMUMEM KIMHUYECKUX HPOSBICHUI CO CTOPOHBI
opranoB jeixanus 1 OPB;1 30-65% ot momkHoro [9, 23, 73, 78, 79, 80].

VYpoBeHb yoeauTenbHoCTH pekoMeHaanuii C (ypoBeHb IOCTOBEPHOCTH JJOKA3aTEIbCTB — 5).

KomMenTapuu. 3amecTurenbHass Tepanusi HampaBlieHa Ha JOCTW)KEHME M IMOJJIep)KaHue
koHneHTtpauuu AlAT Beime mopora Oezomacnoctu — 0,8 1/ YcerpaneHwe neuuura HE MOXKET
BOCCTAaHOBUTH TOBPEKJICHHBIE CTPYKTYpPhl JIETKOTO, HO MOXET MpeJOoTBPATUTh JalibHEIIee
MOBPEKICHHE JIETOYHON TKaHU M CTaOMIIM3UPOBATh COCTOsTHKE maruenTa [ 79,81].

- ¥V nauuentoB ¢ aepuuuromM A1AT nu ODB1 < 30% pexomeHayeTcs BBINOJIHUTH BHYTPUBEHHYIO
3aMeCcTUTEIbHYI0 Tepanuio [82].

YposeHb yoeauTenbHOCTH pekoMenaaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTENIbCTB — 5).

KommenTtapun. B kadecTBe aprymMeHTOB 3a IPOBEACHHE 3aMECTUTENIBHOW TEPAUM BBICTYNAET
MOTEHIIMATIbHAs BO3MOKHOCTh YMEHBIIUTH CMEPTHOCTh, 3aMEIJIUTh MPOTPECCHpOBaHHE 3a00JI€BaHMUS.
OpHako JgokazarenbHOM 0a3bl JUIsl TPOBENCHHSI 3aMECTUTENBHON Tepanuu y JaHHOW KaTeropuu
MAMEHTOB HEJJOCTATOYHO.

- V mamuentoB ¢ aedpumutom AIAT ¢ ODBI > 65% pemerre OTHOCHTEIBHO MPOBEACHHS
3aMECTUTEIPHONM Tepalmuk PEKOMEHAYEeTCS TPUHUMATh B HWHJIWBHIYATHBHOM TIOPSAKE, C Yy4ETOM
MOTEHIIMATFHOW BO3MOYKHOCTH 3aMEJIUTh MPOrpeccCUpoBaHre 3a00JIEBaHUS U B TO € BPEMS BBICOKOMH
CTOMMOCTH TE€PAIiu K OTCYTCTBHEM J0Ka3aTeIbHOM 0a3bl I JaHHOW KaTeropuu 00JIbHBIX [82].

Yposenb yoeauTenbHOCTH pekoMeHaanuii C (ypoBeHb JOCTOBEPHOCTH JI0KA3aTEIBCTB J).

KommenTapun. [lpodrmmaktuyeckoe NMpUMEHEHHE ayrMEHTAIIMOHHOW Teparuy Heleaecoo0pasHo,
MMOCKOJIBKY HE Y BCEX MAIMEeHTOB ¢ TshKeIbIM aehunutoM A1AT pa3BuBaetcs saMmbuszema JIerkux.

[Ipy npuHATUYN pelIeHHs OTHOCUTENLHO MPOBEICHUS 3aMECTUTENILHOM Tepanuu y 3THX MalleHTOB
ClIeIyeT YyYUTBIBaTh Takue (pakTophl, Kak BO3pacT, ObicTpoe cHbkenne OPBI1, cunxenue nuddy3snoHHON
CIOCOOHOCTH JIETKUX M MPOrpeccupoBaHue SM(U3eMbl M0 TaHHBIM KOMITBIOTEPHOM TOMOTpauu OpraHoB
rpyaHoit mosoctd. llamueHt nomkeH OBbITh HampaBlieH B peQepeHCHBId LEHTp Uil OLEHKU
11e71eco00pa3HOCTH U BO3MOKHOCTH MPOBEICHUS 3aMECTUTENLHOM Tepanuu.

- Hekypsimue mnamuentsr crapme 18 jer ¢ aedumutom A1AT denorunor Pi*ZZ, Pi*ZNull,
Pi*NulIlNull, mu6o ¢ peakumMu AehUIMTHBIMUA BapHaHTaMU MPU HAJTMYUHU PECITUPATOPHBIX CHMIITOMOB,
ypoBHe A1AT < 11 mxmons/n, ODPBI1 B npenenax 30-65% pekoMeHIyeTcsl HApaBUTh B pedepeHCHBIH
LEHTP U1 00CYXICHHS BOTIPOCa 3aMeCTUTEbHOM Tepanuu [81, 82].

VYpoBeHb yoeauTeabHOCTH pekoMenaaruii C (ypoBeHb TOCTOBEPHOCTH JOKA3aTEIbCTB — 5).

- BuyrpuBenHas 3amectuTenbHas Tepanus He pekoMmenayercs manueHtaM ¢ XOBJI ¢
reTepO3UroTHBIM reHotunom neduiura A1AT [81, 83].

YpoBeHb yoeauTenbHOCTH pekoMenaaruii C (ypoBeHb TOCTOBEPHOCTH JOKA3aTEIbCTB — 5).

KommenTtapuu. Posib 3amMecTuTENbHOM Tepaniy y TaHHBIX MAIlHEHTOB B HACTOAIIEE BPEMs He SICHA.

- B3pocnbiM manuentam ¢ aepunurom A1AT, onpenensieMbiM Kak UMEIOIINE TEHOTHUII, CBI3aHHBIN
¢ TsokensiM aedpunurom AAT (PI*ZZ, PI*Z(null), PI(null)(null), PI*SZ unu npyroii annens "pucka"), u
uMmerolue cbiBopotounbie ypoBHU AAT < 11 MKM Ha MOMEHT MOCTaHOBKH JHAarHo3a Mpu MpPOBEACHUU
3aMECTUTENHHON Tepamuu PEKOMEHAyeTCs BHYTPUBEHHOE BBeleHHE #Hanbdal-mpoTenHassl WHrHOUTOpa
(uenoBeueckoro) 1 pa3 B Henemto B go3e 60 mr/kr [9, 84].

YpoBeHb yOSIUTEIBHOCTH PeKOMeH 1aIuii B (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIILCTB — 2).
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Kommenrapun. BonbIIMHCTBO HCCIEAOBaHMMA, CpaBHUBABIIMX 3()(EKTUBHOCTH Pa3HBIX CXEM
TEpaNuy, BBISIBUWIM IPEMMYILECTBA €XEHENEIbHOIO BBEeAEHHUs IpemnapaTa. llokazaHo, 4To 3Ta cxema
MO3BOJISIET MOJAEPKUBaTh ypoBeHb AlAT Bbime mopora 6€30HMacHOCTH Ha BCEM HMHTEPBAJE MEXIY
BBEJ/ICHUSIMU U MOBBIIIAET YPOBEHb AHTUIACTA3HON aKTUBHOCTH.

Onpenenenne aktuBHocTH A1AT- B KpoBU € 1enbl0 M000pa A03bl 3aMECTUTENIBHON TEparuu He
PEKOMEHyeTCH.

3aMecTHTENbHAS TEepamusi, Kak MPaBHJIO, XOpomio nepeHocuTcs. [loGouHble peakmuu OOBIYHO
OTHOCHUTENIBHO JIETKHE M KYyNHPYIOTCS caMmocTositensHo. Hambonee dwacto BerpedaroTcss HeOoJblias
JIUXOpajKa M O03HOO, KpaluBHHIA, TOLIHOTa U PBOTA, CIa0OCTh, TOJOBOKpYKeHHE. AHaduIaKcus
OIMCaHa, HO BCTpevaeTcs KpaiiHe penko. CiiyyaeB MapeHTEPalIbHOIO 3apa)KeHUsI BUPYCHBIM FeaTUTOM U
BUY (Bupyc uMMyHOiehHIINTA YETOBEKA) U JICTATBHBIX HCXOI0B He 3adukcupoBano [ 71, 75, 85-88].

- Ilaumentam ¢ oMdu3eMOl JErKUX U XPOHUYECKOW JbIXaTeNbHOW HEJAOCTATOYHOCTHIO
PEKOMEHAYETCsI POBEIEHUE UINTEIbHOW OKCUI€HOTEpauy MO CTaHJIAPTHBIM IMOKa3aHUAM (ITOKa3aHUs

cm. tabm. 3) [53, 89].
YposeHb yoeautenbHOCTH pekoMenaaiiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIILCTB — 5)

Tabnuma 3. [lokasanus K Ha3HA4YEHUIO JuIUTEIbHOU okcurenotepanuu (JKT)

[Moka3zanus PaO: Sa0; Oco0bie yCIoBHsI
(MM pT.CT.) (%)
AOCOIOTHBIE £ 55 £ 88 Her
OtHOCHTETHHBIE (mpm | 55-59 89 JleroyHoe cepAane, OTEKH, IOJUIUTEMUS
HaJIMIMHU 0COOBIX YCITOBUIA) (remaTokput > 55%)
Her TIOKa3aHHit (3a[%60 490 JlecaTyparus Ipu Harpyske
UCKITFOUCHHEM 0CO0BIX Jecatypanus Bo Bpemsi CHa
YCIIOBHIA) bosie3Hp JErkux C TSKEIbIM  JAMCITHOE,
ymeHbIatomumMcs Ha Gore O»

KommenTtapun. IlapameTpbl razooOMeHa, Ha KOTOPBIX OCHOBBIBaroTcs Tmokazanuss k JIKT,
PEKOMEHIyeTCsl OLICHHBATh TOJIBKO BO BpeMsl CTaOMJIBHOTO COCTOSIHUS OOJIbHBIX, T.€. uepe3 3-4 Hexenu
mocie obocrperns XOBJI [90].

3.2. Xupypruyeckue metoabl nevyeHus

- ITammentam ¢ XOBJI u Oymie3Ho#l SMduU3EeMON PEKOMEHIYETCsl MPOBENEHUE CyOI00apHO
ATUIWYHOM PE3EKIIMHU JICTKUX MPH HAJMYUHU BhIPOKEHHOHN o1bIIIKH (2-4 crenerb 1o mMMRC), BbI3BaHHOI
CIABJICHMEM JIETKOTO KPYIHBIMU OyJlaMH, IMHEBMOTOpaKCa WM KPOBOTEUYCHHS BCJICICTBUE pa3phiBa
Oyiutbl, uHpUIMpoBaHus Oyiuis [1].

VYpoBeHb yoeauTeabHOCTH pekoMmenaaruii C (ypoBeHb TOCTOBEPHOCTH JIOKA3aTEIbCTB — 5)

- Ilanmentam ¢ XOBJL, ¢ BepxHenoneBoil sMu3eMoil 1 HU3KOM MEPEHOCHUMOCTHIO (hru3muecKon
Harpy3KH peKOMEHyeTCsl IPOBECHNE BEPXHE0IeBOi 100sKTOMIHM [91].

VpoBeHb YOSIUTENEHOCTH peKOMeH Ialuii A (YPOBEHb JOCTOBEPHOCTH JOKA3ATENbCTB — 2)

Kommenrapuu: IIpoBeneHue Xxupypruueckoro yMeHblieHus oobema jerkux (XYOJI) y nauueHToB
¢ aM(pu3eMoi MOKa3aHO MpU HEKoppUrupyeMoil ofplike (2-4-it crenenu no mkaire mMRC), OPB1 <
40% o1 nmomxHoro mocie npodsl ¢ OponxosutukoM, OOJI > 200% ot momxHoro, OEJI > 120% ot
nospkHoro, cHnkeHnu DLco < 50% oT 1omkHOM, reTeporeHHOCTH 3M(H3eMbl ¢ HaTUYHEeM U3MEHEHHBIX
U 37I0pOBBIX 30H B Jierkux. [IpoTnBomokazanusMu Kk nposeneHuto XYOJI y manueHToB ¢ smduzeMoit
JIETKUX SBJISIOTCS BO3pAacT cCTapuie 75 JIeT, KypeHHE B TEUYEHUE MOCIEIHUX 6 MeCALEB, JIErOYHAs
runeprensus, PaCOz B mokoe Gonee 55 mMMm prt.cT., DLco < 10% u > 50% OT HOIKHOHM, TsDKENbIe
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KOHKypHpyroiue 3adosesanus [92, 93].
B HacTosiiiee Bpemsi Ul YMEHBIICHHS O0bEMa JICTKUX BO3MOXKHO MCIIOJIb30BAaHHE U MEHEe
MHBA3UBHBIX METOJIOB C TIOMOII[LIO HI0CKOIIMYECKON KJIalTaHHOW OPOHX00I0OKAINN

- IIpoBenenne XYOJI y nmamuenToB ¢ sMmpuzemoit Ha done nedurnura A1AT He pekOMeHIyeTCs
[94-96].

YposeHs yoeautenbHoCTH pekomenaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIILCTB — 3).

Kommenrapuu. VY mammentoB ¢ gepumurom  AlAT  osmduzema dacto JoKanIM3oBaHa
NPEUMYIIECTBEHHO B 0a3ajibHBIX OT/AENAX JIETKMX MM HOCUT ICHEPaIM30BaHHBIA XapakTep, 4TO JielaeT
BoinosiHeHne XY OJI TexHuuecku 00Jiee CI0KHBIM M BEJICT K YBEITMYCHUIO CMEPTHOCTH.

- Ilpu Tsaxenom TteueHUM 3aboseBaHMsl (BbIpake€HHash SM@u3eMa M OJblIIKa B IOKOE U
MUHUMAaJbHON (PU3MUECKON Harpyske, COXpaHSIOLIascsi HECMOTpPSI HA ONTHUMAJIbHYIO MEIMKaMEHTO3HYIO
U peadMIUTAIMOHHYIO TEPAINI0) PEKOMEHIYETCS pacCMOTPETh BOMPOC O TPAHCIUIAHTAIWU JIETKUX [97-
99].

YposeHb yoeauTenbHOCTH pekoMenaaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 4).

KommenTtapuu. BepkuBaemocts y nanuentoB ¢ XOBJI, acconmupoBanHoil ¢ nedunurom AlAT,
MOCJIe TPAHCIUTAHTALMU JIETKUX HE OTJIMYalach OT BbDKMBAEMOCTH IOCJIE TPAHCIUIAHTALMU MAIlMEHTOB C
XOBJI 6e3 nedpunura A1AT.

4. MepuumHcKan peaGMnMTaLlMﬂ n CaHaTOPHO-KypopTHOe rne4vyeHue, MeauUUMNHCKUE
noKa3aHunAa U NPpoTuBoNnoOKa3aHnNAa K npumMmeHeHno MetTog4oB MeaAULUHCKOMN peaﬁMﬂMTaLIMVI,
B TOM 4YuUclne OCHOBaAHHbLIX Ha UCNOJIb30BaHNU NPUPOAHLIX nevyebHbIX (t)aKTOPOB

- Kypch1 nerounoii peabmimtanuu peKOMEHAYIOTCS MaeHTaM ¢ SM(PU3eMOH JIETKUX U MTOCTOSTHHOM
OJIBIIIKOM, HECMOTPSI Ha MPOBOAMMYIO TE€pANHIo, a Takke (PU3MUECKH HEaKTUBHBIM OOJIbHBIM C YaCTHIMHU
000CTPEHUAMH WM HEMIEPEHOCUMOCTRIO u3udeckoi Harpysku [100, 101].

Yposens yoeaurenbHOCTH pekoMeHaaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIILCTB — D)

- PeaOunuranus sBisieTcss MHOTOKOMIIOHEHTHOW Mepoi. PexoMeHayercsi BKIIIOYATh B MPOrpamMMy
JIETOYHOW peaOWInTAIlK, WHIAMBUIYAIBHYIO TICHXOTEpAInio, 0O0ydeHHe, W JieueOHYI0 (DU3KYIBTYpYy C
HCIOJB30BAHMEM allapaToB M TPEHAKEPOB MNpH 3abojeBaHMAX OpoHxojerouHoi cucremsl [102].
JUTUTETbHOCTh TAKOW NIPOTPaMMBI HE YCTAHOBIICHA, OJTHAKO CYMTACTCS, YTO OHA MOXKET MPOJOIDKATHCS OT
4 o 10 memens [103].

VYpoBeHb yoeauTeabHOCTH pekoMenaamuii C (ypoBeHb TOCTOBEPHOCTH JIOKA3aTEILCTB — 5)

DuznvyecKre TPEeHUPOBKH

- Ilpu mpoBeneHuMH NEroyHol peadwnIMTalMK y ManueHTOB ¢ sMpuzemon nerkux u XOBJI
pEKOMEHAyeTCsT BKIIOYaTh B MPOrpaMMy JiedeOHYI0 (QHU3KYIbTYPY C HCIOJIb30BAaHUEM allllapatoB U
TPEHAXKEPOB MPH 3a00JICBaHUAX OpOHXO0JIerouHoM cuctemsl [104].

VYpoBeHb yOeAUTETbHOCTH PeKOMEH AaIHii B (YypoBeHb T0OCTOBEPHOCTH IOKA3aTEIbCTB — 2)

Kommenrtapun: Pa3paboTka TpeHHPOBOYHBIX MpOTrpamMM TpeOyeT WHIAMBUAYAIBHOTO IMOAXO0Ja U
3aBUCHUT OT KCXOJHOTO COCTOSIHUSI TAllMEHTa, CTETMEeHH TSIKECTH 3a00JIeBaHUS M COIMYTCTBYIOIIUX
3a00JIeBaHUI, a Tak)Ke MOTUBALUU. [Ipy HAIWYMKM COOTBETCTBYIOIIMX MOKa3aHUM BO BpeMsl TPEHHUPOBKU
CJielyeT UCIO0JIb30BaTh PA3IMUYHbIEC BUJIbI PECTUPATOPHOM MOJIEPHKKH.

B kadectBe ¢u3znyeckoil TPEHUPOBKH MOXHO HCIIOIB30BaTh 3aHATHS Ha OETOBOM JOPOXKKE WU
Benodprometpe oT 10 10 45 MUHYT Ha OJTHO 3aHSTHE C MHTEHCUBHOCTHIO OT 50% MHUKOBOTO MOTpeOIeHuUs
KHCJIOPOJa IO MaKCUMaJIbHOTO ypoBHsI nepeHocuMoctu [105]. B oOmierepaneBTHuecKoil MpakTUKE TPU
OTCYTCTBHH PECYpPCOB JJIsl TOJHOIIEHHON peaduIuTaIluK CleAyeT PeKOMEHI0BATh €XKEAHEBHBIC TPOTYIKU
(mampumep: 30 MuHYT, 4 KM — B 3aBUCUMOCTH OT (PU3UYECKOTO CTaTyca), a TaKKe TPEHUPOBKU C
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MOMOIIbIO CKaHAMHABCKON XOJbOBI. B psijie mporpaMm MMEIOTCS TPEHUPOBKH BEPXHEW TPYIIBI MBIIILI,
4To yay4iraeT ux Gpynkuuto u cury [106].

- PexoMeHyeTcs BKIIOYATh B IPOrpaMMy PeadHINTAIIMA TPEHUPOBKY ABIXaTebHOW MYCKYJIaTyphl
C MOMOIIBIO PA3JIMYHBIX BUIOB YCTPOHCTB (IbIXaTeIbHBIX TpeHaXepoB) [107].

YposeHs yoeautenbHoCTH pekoMenaaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIILCTB — 3)

Kommenrapun: TpeHHpoBKa pecMpaTOpHBIX MBIIII] MOXKET JaBaTh IOJIOKUTENBHBINA 3(ddexkT,
0COOEHHO B COYETAaHUH C OOIMMHU TPECHUPOBKAMH.

- V Bcex mauumeHtoB ¢ sM¢uzemoit snerkux u XOBJI B mporpammy jeroyHoil peaOUIUTaLUM
peKoMeHayeTcs BKiovarh o0yuenue [108-110].

VYpoBeHb yoeauTenbHOCTH pekoMeHaamuii C (YpoBeHb IOCTOBEPHOCTH JIOKA3aTEIbCTB — 3)

KommenTtapun: OOydyeHue mnanueHToB sBiIseTcsl 3()(EKTUBHBIM  CPEACTBOM  JOCTHKEHUS
KOHKpPETHBIX LieJel, BKJOYas IMpeKpalleHue KypeHMs, MOHMMaHHE psAJia BOIPOCOB, CBSI3aHHBIX C
TEPMUHAIBHBIMU COOBITHSIMH U YIYYIIEHUS UCXOAO0B oOOCTpeHuil. i MOXKWIbIX MAlUeHTOB MOTYT
0Ka3aThCs MOJIE3HBIMU MHOTOIPO(UIbHBbIE 00pa3oBaTebHbIE TPOTPAMMBI.

5. Mpocdmnaktmka n pgucnaHcepHoe HaGnwaeHwe, MeOULMHCKUME MNOKa3aHus W
NPOTUBOMNOKAa3aHUA K NPUMEHEHUI0 MeTo40B NPoduNakTuKu

- Becem nanuentam ¢ sm¢uzemoit nerkux u nepunutom A1AT pekoMeHayeTcs: UCHOIB30BaTh BCe
MepbI I 0TKa3a ot Kypenwus [83, 108, 111].

VYpoBeHb yOeIUTETbHOCTH PeKOMEH 1aIHii B (YpoBeHb T0OCTOBEPHOCTH JOKa3aTEIbCTB — 2).

Kommenrapuu. OTka3 OT KypeHHs — OCHOBHas Mepa NMpOQWIAKTUKU Pa3BUTHS U 3aMEIJICHMS
nporpeccupoBaHusi 3abosieBaHus Jyerkux npu gedunure AI1AT. TlokazaHo, 4TO CKOPOCTb CHUXKCHUS
O®B1 1 CMEPTHOCTH CHIKAETCS y TAIIMEHTOB, YCIIEIIHO OpocuBIInX KypuTh [108].

- Tlammmentam ¢ XOBJI, a Taxke mamuentam c aepuiurom AlAT pekomMeHIyeTcs TpPOBEICHHE
BAaKI[MHAIIMKM TIPOTHB TPHUIINIAa W MTHEBMOKOKKOBOW HWH(MEKIMU, a MPU HAJTUYHH TMOPAKCHHUS TICUCHH —
BaKIMHAIMK IpoTHB rematuta B [9, 112, 113].

VYposeHs yoeaurenbHOCTH pekoMenaaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEILCTB — 5).

- V nanueHtoB ¢ 3M(QU3EMON JIETKHX PEKOMEHAYETCsS CBEICHHE K MHUHHMYMY BO3JEHCTBHE
(akTOpOB, pa3apaskaroOIUX JAbIXaTeIbHbIE ITYTH, TAKHX KaK TaOauHbIi IbIM (TTACCHBHOE KypEeHHE), MMbLIb U
ucrnapenus [9, 82].

YpoBenb yoeauTeabHOCTH pekoMenaaruii C (ypoBeHb TOCTOBEPHOCTH OKA3aTEIbCTB 5).

Kommenrtapun. Ilpm yactoM mnpodeCcCHOHAILHOM KOHTAKTE € TaKUMH (DAKTOpaMd MOYKET
oTpebOBaThCA CMEHA MeCTa PabOTHI.

6. OpraHusauua okasaHMA MeaULUHCKOM NOMOLUM

MokasaHusa gns rocnuTanMsauMm B MeAULIMHCKYIO OpraHM3auuio:

. 3HAYUTEJIbHOE HAapacTaHHUE TSHKECTH CUMIITOMOB (BHE3AITHO MOSIBUBILIASCS TsDKENAs OJIbIIIKA)
. IOSIBJICHHE HOBBIX CUMIITOMOB (LIMaHO3, epudepudeckne 0TeKu, 00Jb B IPYyIHOM KIIETKE)

. pa3BuTHE TsDKENoro oboctperus XObJI

. pa3BUTHE MTHEBMOTOPAKCA

. Hea(p(peKTUBHOCTH HaYaIbHOM Tepanuu 060CTPEHUS

. BOBHUKHOBEHHUE OCTPBIX WM 000CTPEHNE XPOHUUECKUX COMYTCTBYIOIUX 3a00IeBaHUN

. CTap4YeCcKUil BO3pacT.

~N NN RWwN
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IleyeHne B MeaLMHCKOWN OpraHu3auumn

1. ocMOTp Bpaua-myJIbMOHOJIOTA W Bpada-TepaneBTa He no3aHee 20 MUHYT

2. nynbcokcuMeTpust He no3aHee 20 MUHYT OT MOMEHTA MOCTYIUIEHUS B CTallUOHAP

3. KOHCyJbTallMsg Bpada-aHECTEe3UoJIOra-peaHuMarosiora He mno3aHee 30 MHUHYT OT MOMEHTa
NOCTYIUICHHS B CTAl[OHAp (TIpH caTypanuu MeHee 75%)

4. oOmmii (KITMHUYECKUI) aHAIIN3 KPOBU Pa3BEPHYTHIN

5. uccnenoBanue ypoBHsa C-peakTUBHOTO Oelika B KPOBU

6. puLleNIbHas peHTreHorpadusi OpraHoB IPYIHON KJIETKH B MPSAMOM MPOEKINU

7. BNeKTpoKapIuorpadhuIeckoe HCCIeJ0BAHNE

8. uccieoBaHue JbIXaTeIbHBIX 00BEMOB ¢ IPUMEHEHHUEM JIEKAPCTBEHHBIX IIPENapaToB)

9. ol1eHKa BBIPAXKEHHOCTH OJIBIIIKH 110 Tiikajae mMMRC

10. Tepamusi JIeKApCTBEHHBIMU IpemapaTaMu JJisi Jie4eHHUs OOCTPYKTHBHBIX 3a00JieBaHUMN
JIbIXaTEIbHBIX MyTEH C KOPOTKUM CPOKOM JIEHCTBUS B (hopMe JJIsi MHT AU

11. Tepanus aHTMOAKTEpUATbHBIMU JIEKAPCTBEHHBIMM MpenapaTamMu (MpU TMOSBICHUH THOWHOM
MOKpPOTHI W/Uiu pu ypoBHe C-peakTuBHOTO O€enka 6osee 10 mr/im)

12. Okcurenorepanus (npu catypauuu Mmenee 90%).

lNoka3aHuA K BbINUCKe NauMeHTa U3 MeAULMHCKOM OpraHu3auum:

1. maumeHT crnocoOeH NPUHUMATh JJIUTENbHOACUCTBYIONINE OPOHXOJUTHKU (2-arOHUCTBI W/WIH
AHTUXOJIMHEPTUYECKHE TMpenapaThl WM KOMOMHALIMIO STHX IHpenaparoB-"aBoiHaa" komOuHaIus),
WIN(PUKCUPOBAHHYIO KOMOHMHAIMIO 2-arOHHCTOB C  AHTUXOJMHEPrHYeCKMMH TpernaparaMu U
unranauroHHsiMu ['KC ("Tpoiinas" koMOuHaIms)

2. manueHT crnocoOeH (eciau paHee OH HaxXOJWJICSd Ha aMOylIaTOpHOM BEICHUH) CaMOCTOSITEIIBHO
IIEPEIBUTATHCS 110 KOMHATE

3. malMeHT crocoOeH NPUHUMATh MUILY U MOKET CIIaTh 0€3 4acThIX MPOOYKACHUH N3-3a OJBIILIKH

4. kmUHUYeCKas CTaOUIIBHOCTh COCTOSIHUA B TeueHHe 12-24 yacos

5. crabubHBIC 3HAYCHUS Ta30B apTepUaIbHOM KPOBH B TeueHue 12-24 yacos

6. MALIMEHT WJIM JIALO, OKA3BIBAIOIIEE IOMOIIb HA JOMY, IIOJHOCTBIO IIOHUMAET IIPABUIIBHYIO CXEMY
IpremMa Ipenaparon

7. pelieHbl BOIPOCH! JajbHEHIEro HaOI0IeHHUs 32 NAllMeHTOM (HallpuMep, HOCEIIEeHHUs MalueHTa
MEAULMHCKON cecTpoii, CHaOKeHHE KUCIOPOAOM U IIPOIOBOIBCTBUEM )

8. mauueHT, ceMbsl U JIeHalliii Bpau YBEPEHbI, YTO MALUEHT MOXKET YCIIEIIHO YIPAaBIATHCS B OBITY.

7. JononHuTenbHasa uHdopmauumsa (B ToMm 4yucne cakTopbl, BUAKOWME HA UCXOA
3aboneBaHUA UNMN COCTOAHUSA)

WwmeroTcst TaHHBIE O BO3MOXKHBIX IpoOeMax BO BpeMsi OEPEeMEHHOCTH Y HEKOTOPBIX JKEHIIUH C
nepunurom AlAT c¢ denorunom PI*ZZ (PiZZ). OmnucaHo yBeaWYeHHWE YACTOTHI BBIKHMJBIIICH H
MEPTBOPOXKICHHI, a TAK)KE Pa3BUTHE ITHEBMOTOPAKCa BO BPeMsi OEPEMEHHOCTH y JKCHIIMH C HCXOIHBIM
HanmuuueM Oymi [114-116]. Tem He MeHee y MAIMEHTOK C THKENON dMdu3eMoii HabII0JaNCh YCIIEUTHO
3aBEPIIUBIIKECS JTOHOIICHHBIEC OepeMeHHOCTH [116].

Ilepen BO3AYIIHBIMM TepelieTaMM MAalUEHThl C AMQHU3eMON JOJDKHBI MPOXOJIUTH CIELUAIBHOE
oOcnenoBanue. Heo6xoauMo mpuHUMATh MEpbI, YTOOBI N30€KaTh THIIOKCEMUHU.

B xome anecre3um mpu omnepauusx B BEpXHEM OTAede OpIOIIHOM MOJOCTH, a TakXke B
BOCCTAHOBMTEJIBHOM IE€PHO/I€ HETOCPEACTBEHHO MOCJE ONEpallii BaKHYIO POJIb UIPAET UCKYCCTBEHHAs
BEHTWISALUS JIETKUX C YJUIMHEHHBIM BBIAOXOM. B mocieonepalioHHOM TMEpHOJAE TAaKKe BaXXHO
o0ecrneynTh JPEeHUPOBAHNE MOKPOTHI.

- VYponoruyeckue, THMHEKOJIOTHYECKUE U KOJOPEKTaJbHbIE BMEIIATEIbCTBA Yy TMAIMEHTOB C
nepumutom AlAT pekoMeHIyeTcs, MO BO3MOXKHOCTH, TPOBOJUTh B YCIOBUSAX MECTHOW WIH
nepuaypaibHoi anectesuu [117-118].
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YposeHb yoeautenbHOCTH pekoMeHaaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTeNIbCTB — 4).

KpVITepVIVI OLleHKM KayecTBa MeAULMHCKOW NOMOLLM

N Kpurepuii Onenka
BBIMIOJIHEHUS

Jlnarnoctuka sMQu3embl JErKux

1 Boinosinen o0muii pu3nKaibHbII 0CMOTP "na/met"

2 BrinonHeHna onieHka HHACKCA KypsIIIEro 4esioBeka (1mayek-Jier) "na/mer"

3 Brinoanena nyJibCOKCUMETPHS "na/mer"

Y
4 BrinonHena npuieiibHas peHTreHorpadus oprasoB IpyaHON KIETKHA B IpsaMoi | "na/Her"
Yy

MIPOEKIINU

5 Brimmonsena koMoeroTEpHAs TOMOrpadust OpraHoB I'PYIHOM HOJIOCTH "na/aet"

M

6 BoimonHeHo  uccrnenoBaHWe — JbIXaTE€IbHBIX  O00BEMOB C  NpUMEHeHHeM | "na/Her"
JIEKAPCTBEHHBIX MPEMapaToB

7 Bcem mnammentam ¢ momo3peHueM Ha HaciencTBeHHbIM geuiut AlAT |"ma/met"
BBITIOJTHEHO OTIPE/IeTIeHNEe aKTUBHOCTH alib(a-1-aHTUTPHUIICHHA B KPOBU

8 VY manueHToB ¢ KIMHUYeCKUMHU npu3Hakamu fnedunuta A1AT u/mnu cHmwkeHHoH | "na/aet"4
koHueHTpauueir AlAT BolmosHeHO ompeneneHue (eHoTUna W TEeHOTHIA
nebunura A1AT

9 [Tarimentam ¢ nepurmmrom A1AT Bemosineno Y3U opranos OpromrHoi mojnoctu | "ma/Het"

Jleuenue sMpU3EMbI JIETKUX

1 IIpn wammumun XOBJI Haszmayen mpemapar miIs JiedeHUs OOCTPYKTUBHEIX |'"ma/Hetr"

VK

3a00JIeBaHUN [JBIXaTENbHBIX MyTed B (opMme IS HHTAIAUUN C JUIUTEIbHBIM
cpokom gaeictBus (AJBA, AHAX wmu womOunanuu JIJABA/JJJAX wnu
JIBA/JAAX/NUTKC)

2 Hexypsimue manments! ctapie 18 et ¢ ¢ nedpunmrom A1AT denorunos Pi*ZZ, | "na/aet"
Pi*ZNull, Pi*NullNull mu6o ¢ penkumu nedunMTHHIMA BapHaHTaMU IpHU
HaJU4YUHU PECIUPATOPHBIX CUMNTOMOB, ypoBHEe AIAT <11 mxmons/n, ODPB;1 B
npenenax 30-65% wHampaBiieHbl B pedEepeHTCHBIM LEHTp ISl 0O0CYXKIeHUus
BOIPOCA 3aMECTUTENIHOM Tepanuu

3 ITpu SaO, 88% Haznauena anutensHas okcurenorepanus (JIKT) "na/uet"
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[Tpunoxxenne A2
MeToaonorus pa3paboTKku KIMHUYECKUX peKoOMeHaauumn

[leneBas ayauToprs TaHHBIX KIMHUYECKUX PEKOMEHIAINN:
. Bpad oO11eil mpakTuku (ceMeiHbIi Bpay);

. Bpa4-IyJIbMOHOJIOT;

. Bpau-TeparieBT;

. Bpau-TepaneBT MOJPOCTKOBBIN;

. Bpau-TepareBT Y4aCTKOBBIN

DN AW =

Mertozpl, ucCHoJb3yeMble i cOOpa/CeneKInu 0Ka3aTeIbCTB: TMOUCK B DJEKTPOHHBIX 0a3zax
JAHHBIX.

OmnucaHue METOJOB, MCIIOJB30BAaHHBIX IS OIICHKM KayecTBa M CHJBI  JIOKA3aTCIbCTB:
JIOKa3aTeIbHOM ©0a30i /il pPEeKOMEHJAlMi SBJISIOTCS TyOnukanuu, Bommeamue B KoKpaHOBCKYyIO
oubnuoteky, 6a3nr nanubix EMBASE, MEDLINE u PubMed. I'my6una noucka — 10 mer.

MeTo1b1, MCIIOJIb30BaHHbBIE )T OIICHKH Ka4eCTBA U CHJIBI JJOKA3aTCIbCTB:

KOHCEHCYC DKCIIEPTOB;

OIIEHKA 3HAYMMOCTH B COOTBETCTBUHU C PEUTHHTOBOM CXEMOM.

MGTOI[BI, HCIIOJIBb30BaHHBIC JJIs1 aHaJIM3a JOKa3aTCIIbCTB:
O630pBI OHY6J'II/IKOBaHHBIX METaaHaJINn30B,
CUCTCMATHYCCKHUC O630pI)I C Ta6J'II/II_IaMI/I J0Ka3aTcIIbCTB.

Onucanrie METOJIOB, UCIIOJIB30BAHHBIX JJISl aHalu3a JA0Ka3arenbeTB. [Ipu oTOope myOnukammii, kak
MOTEHIIMATBHBIX HCTOYHUKOB J0KA3aTeNbCTB, MCIOJIb30BaHHAS B KAXKIOM MCCIEIOBAHUU METOIOJIOTHS
U3y4aercs A TOro, 4ToObl YOEOUThCS B €€ BaIMIHOCTH. Pe3ynbTaT H3yueHHUs BIMSIET HAa YPOBEHb
JI0Ka3aTeNbCTB, IPUCBABAEMbIi TyOJIMKALIUY, YTO B CBOIO OUYEPE/Ib, BIUAET HA CUITy PEKOMEHIAIUH.

JlJis MUHUMHU3alUU MOTEHIMAIBHBIX OIMIMOOK KaXKJ0€ HCCIEOBAHUE OIICHHBAJIOCH HE3aBHCHUMO.
JIroOble pasznuuusi B OIEHKaX oOOCYKJaluch Bced TpYIIoOil aBTOPOB B MOJHOM coctaBe. [lpu
HEBO3MOKHOCTHU JOCTHKEHUSI KOHCEHCYCa MPUBJIEKAJICS HE3aBUCHUMBIN IKCIIEPT.

Tabnuirel JOKa3aTENbCTB: 3aMOIHSIIUCH ABTOPAMU KIIMHUYECKUX PEKOMEHIAIINH.

Tabnuma 1. kana ouenku ypoBHEH AocToBepHOCTH nokazaTenbeTB (Y /) mis METon0B TUArHOCTHKHU
(IMarHoCTUYECKNX BMENIaTEeNbCTB)

Y PacmmdpoBka
1 Cucrematdeckue 0030pbI HUCCIEOBAaHUA C KOHTPOJEM pePepeHCHBIM METOJOM WU
CUCTEeMAaTUYeCKUH  0030p  PaHIOMHU3UPOBAHHBIX  KIMHUYECKHUX  HCCIENOBAaHUH ¢
NIPUMEHEHUEM METa-aHaJIN3a
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2 OTnenbHblE HCCIEIOBAHUS C KOHTPOJEM peQepeHCHBIM METOJO0M WM OTIeNbHBIC
PaHIOMHM3HPOBAHHBIE  KIMHWYECKHE  HUCCIENOBAaHMA W  CHCTEMAaThdeckue  0030pkI
UCCIIEIOBaHUI JI000r0 Ju3aifHa, 3a MCKIIOYEHHEM DPAaHIOMU3WPOBAHHBIX KIMHHUYECKUX
WCCIICIOBAHMI, C IPUMEHEHHEM METa-aHaJIN3a

3 HccnenoBanust 0Ge3  MOCIEIOBAaTEIbHOTO  KOHTPOJIA  pedEepeHCHBIM METOAOM WU
HCCIIeIOBaHUS ¢ peepeHCHBIM METOJIOM, HE SIBIISIOIIMMCS HE3aBUCHMBIM OT HCCIIEyeMOTO
MeTOJa WM HEPaHJIOMU3UPOBAHHBIC CpPAaBHUTEIBHBIE WCCICIOBAHUS, B TOM YHCIE
KOTOPTHBIE MCCIICIOBAHUS

4 HecpaBHuTenbHbIE HCCIIEIOBAHNS, ONMCAHNE KIMHIHYECKOTO CITydast

S) Nwmeertcs s 000CHOBaHNE MEXaHU3Ma JICHCTBHS WIM MHEHHE SKCIIEPTOB

Tabmuma 2. Illkana omeHkn ypoBHEH JocTOBepHOCTH jAokazarensctB (Y/J) mns  meromoB
poUIAKTUKH, JECUCHHS, MEIUIMHCKOW peabuiinTanuu, B TOM YHCJIE OCHOBAHHBIX Ha MCIOJIb30BAaHUU
MIPUPOJIHBIX JIeUeOHBIX (PaKTOPOB (MPODUITAKTUUECKUX, JIEYCOHBIX, peaOMINTAITMOHHBIX BMEIIATEILCTB)

Y Pacimmdposka
1 Cucrematnueckuii  0030p  paHJAOMU3HMPOBAHHBIX  KIMHUYECKUX  MCCIENOBAHUUH  C
MIPUMEHEHHEM MeTa-aHalln3a
2 OTtnenbHBIE PaHIOMU3UPOBAHHBIE KIIMHUYECKUE MCCIIEI0OBAHUS U CHCTEMaTHYeCKHe 0030phbI

HCCAeA0OBaHUN JI000TO JW3aiiHa, 3a HWCKIIOYEHHEM PaHIOMH3WPOBAHHBIX KIMHHUYECKUX
WCCIIEIOBAaHUM, C TPUMEHEHUEM METa-aHAIN3a

3 HepaH)IOMHSHpOBaHHI)Ie CpaBHUTCIIBHBIC HUCCIICAOBAaHUSA, B TOM YHCJIC KOI'OPTHBIC
HCCIIeIOBaHUS

4 HecpaBHuTenpHble HcciaeOBaHUS, ONMMCAHME KIMHUYECKOIO Ciydas WM CEpUH CIydaes,
HcclieIoBaHusA "'ciy4ai-KOHTPOJIb"

5 Nwmeercs numb 00OCHOBaHME MEXaHHM3Ma JIEHCTBUS BMEIIATENIbCTBA (JOKIMHUYECKUE

WCCJIETIOBAHUS) UM MHEHHE HKCIIEPTOB

Tabmuma 3. Illkama orneHkn ypoBHeH yoOemautenbHOCTH pekomeHmanmii (YVYP) mis meromoB
npo(UITAKTUKH, TUATHOCTHKH, JICYCHHUS, MEIUIIUHCKONH peaOMIIMTAIlMK, B TOM YHCJIE€ OCHOBAaHHBIX Ha
WCTIOJIb30BAHNU TIPUPOIHBIX JEUEOHBIX (aKTOPOB (NMPOPHIAKTUICCKUX, THATHOCTUYCCKUX, JTICYCOHBIX,
peadbIIMTAIIMOHHBIX BMEIIATEIIHCTB)

YVYP Pacmudposka
A CunbHasi pexoMmeHarusi (Bce paccMaTpuBaeMbie KpUTEpUH S(POEKTUBHOCTH (MCXOJIbI)
SIBIISIIOTCSL BOKHBIMH, BCE WCCICIOBAaHHS WMEIOT BBICOKOC WM YAOBJICTBOPHUTEIBHOE
METOJIOJIOTHYECKOE KayeCTBO, WX BBIBOJBI 10 HWHTEPECYIOIIUM HMCXOJaM SIBIISHOTCS
COTJIACOBAHHBIMU )
B YcnoBHas pekoMeHalus (He BCe paccMaTrpuBaeMble KpuTepuu 3¢G(GEeKTHBHOCTH (HMCXOIbI)
SIBIISIFOTCSL BaKHBIMH, HE BCE HCCIICOBAHUS HMMCIOT BBICOKOE WJIHM YAOBJICTBOPHUTEIBHOEC
METOJIOJIOTMYECKOE Ka4eCTBO H/HIIM MX BBIBOJBI 110 HMHTEPECYIOIIUM HCXOJaM HE SIBJISFOTCS
COTJIACOBAHHBIMU )
C Cnabas pexoMeHganus (OTCYTCTBHE JIOKa3aTelIbCTB HAAJEXKAIIEro KadecTBa (Bce
paccmatpuBaeMble KpUTepUd IPPEKTUBHOCTH (MCXOHbI) SBISIOTCS HEBAXKHBIMH, BCE
WCCIEIOBAHUS HMMEIOT HHU3KO€ METOJO0JIOTHYeCKOe KayeCTBO M HX BBIBOJBI IO
WHTEPECYIOIINM HCX0JIaM He SIBJISIFOTCS COTJIACOBAaHHBIMHU )

Mopsaaok 0GHOBNEHUS KNMMHUYECKUX peKoMeHZauumn

Mexauusm 06HOBJ’ICHI/I}I KIIMHNYCCKUX peKOMCH)IaLII/Iﬁ npeaycMaTpuBacT MUX CUCTEMATUYCCKYIO
AKTyaJIn3allui0 — HE PCIKEC YEM OJMH pa3 B TpU roAa, a TaKKC IMPU MOABJIICHUNW HOBBIX JAHHBIX C MMO3UIUHA
HOK&B&TCHLHOﬁ MCIUIHHBI II0 BOIIpOCaM JUArHOCTHUKHU, JICUCHU, HpO(I)I/IJ'IaKTI/IKI/I n pea6I/IHI/ITaLII/II/I
KOHKPCTHBIX 33.60JICB3.HI/II71, HaJIN4YUH O6OCHOBaHHLIX ﬂOHOHHCHHﬁ/SaMeanHﬁ K paHCC YTBCPKACHHBIM
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KP, Ho He yamie 1 pa3a B 6 mecs1eB.

ITpunoxxenne A3

CnpaBquble MaTepuanbl, BKNnr4yasa coorBeTctBue noKasaHu#m K nMPUMEeHeHUIo n
ﬂpOTI/IBOHOKa3aHVIl7I, cnocob6oB npnuMeHeHUsA U 403 JieKapCTBeHHbIX npenapartos,
MHCTPYKUMU NO NPUMEHEeHUI0 NNeKapCTBeHHOro npenaparta

1. [Tpuka3z MunucrepctBa 3apaBooxpaneHuss P® ot 15 wosOps 2012 r. N 9161 "OO6 yTBep)IeHUN
[Topsinka okazaHus METUIIMHCKON MOMOIIY HACEIEHUIO 10 Mpoduito "myabMoHoJI0rus".

2. Ilpuka3 MunucrepcrBa 3apaBooxpanenus P® ot 10 mapra 2022 r. N 1511 "OO0 yrBepxaeHun
CTaHJapTa MEAMIMHCKONW IOMOIIM B3POCIBIM IPH XPOHUYECKONW OOCTPYKTUBHOW OO0JIE3HM JETKUX
(mMarHocTuka, J€YeHHE U TUCIIaHCcepHOe Habmo1eHne)"

3. Tlpukaz MunucrepctBa 3npaBooxpanenus P® ot 10 mas 2017 r. N 2031 "OO yrBepKaeHUU
KpUTEPUEB OLIEHKU Ka4eCTBA METUIIMHCKOM momoutu'".
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IIpunoxenue b

AnropuTtmbl AeCcCTBMX Bpaya

NaumeHT c NogoIpeHrenm Ha aeduumTt ATAT

MaToreHeTU4YECKaA Te-

KoHueHTpa-
umAa A1AT e
KDOBK <0.9

PanyA OCHOBHOMD zabo-

NesaHkA

KoHCcynbTaumMA Npodrib-
HOMO CNELManmcTa

AMarHocTHKa no-
paHeHWA OpraHos-
mMuweHeR (KTBP,

@B, ¥3M, B/x
AHanW3 KPoEM)

OnpengneHuve e-

HOTWMa (3NeKTpo-

&
 J

dopesz) nam reHo-

THUMNKMPOBHKE)

k4

AnarHoz NoaTeepHasH

3abonesaHue Nerkmx 3abonesaHme NedeHM

l

HabnwasHwe

PeroMEeHOALMK MO M2MeEHeHMo obpa3za
HM3HM

CUMOTOMaTHUYECKaA TEpanMa

PelueHve Bonpoca O TREHCTUTAHTALMMK ne-
yeHK

-KAnMHWUeCKKe NpoABae-
HKMA

-Fomo3uroTHbIA geHoTn
-OmB,< 80%
-Bospacrt > 18 net
-OTCYTCTEME KYPEHMA

LMK NO M3me-
HeHWH ob-
pasa MHM3HK
TepanwA
XOBN

3amecTuTenbHaA TEpanya

IIpunoxenue B

UHdopmaumnsa ana nauymeHTa

Hedunut anbda-l-aHTUTPUINICHHA — 3TO HACIEACTBEHHOE 3a00JIeBaHUE, BHI3BAHHOE CHIKEHHEM
ypoBHS (WM OTCYTCTBMEM) Oejka, KOTOpBIA OJOKHMpYET TMOBpeXaaroliee JIelCTBUE HEKOTOPBIX
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(bepMeHTOB.

Hedunur anbda-l-aHTUTpUIICHHA TPOSBISAETCS CHUWXKEHHeM ero ypoBHs Hmwke 0,8 r/m (11
MKMOJIb/T). Ero HemocTaTOK MOMKET BBI3BATh pa3pylIeHHWE TKaHW Jerkux (dMduszemy), pas3Butue
XPOHUYECKOH OOCTPYKTHUBHOM 0OJI€3HM JIETKUX WK 3a00JI€BaHUE MTEYECHU (LIUPPO3).

3aboneBaHue JErKUX OOBIYHO HaumHaeTcs B Bo3pacte 20-40 jeT W mposSBISETCS OMBIIIKON MpH
(bu3nvecKkoil Harpy3Ke, XpUIaMy B TPy U KalllIeM.

[locie MOCTaHOBKM JAaHHOTO JMAarHo3a IMEpPBbIM U CaMbIM B@KHBIM ILIarOM SIBJIIETCS OTKa3 OT
Kypenus. Kypenue BbI3bIBaeT paspylieHue ainb(a-1-aHTUTPUIICHHA B JIETKUX U YCHJIMBAET MOBPEKACHUE
JIETOYHOM TKaHM, a 3HAYMT, YCKOpSET mporpeccupoBaHue Ooneznu. Crenyer uzberarb peryaspHOro
KOHTAaKTa C JbIMOM, PAa3JIMYHBIMU a3p0O30JIsIMH, TaK K€ Kak M "MacCUBHOTO KypeHus'". Jloma xenaTenbHO
OTPaHUYUThH KOHTAKT C OBITOBOM XMMHEH, MBLIBIO, JOMAITHUMH KUBOTHBIMHU.

Jleuenue OoJIe3HM JIETKUX, Kak TMpaBUJIO, BKIIOYaeT B ce0s mpemaparbl JUIsl  JIEYCHUS
0OCTPYKTUBHBIX 3a00JIEBAHUN JBIXaTEIbHBIX MyTeH B opMe s MHTaISALUM, paciiupstonye OpoHxu 1
YMEHBIIAKIHAE BOCHAICHHE B HUX, KACIOpoAoTepanuto. [Ipn Haimuuy nokasaHui Bail Jedaliuii Bpad
MOXXET HAa3HAUWTh TaK Ha3bIBAEMYI0 3aMECTUTEIbHYIO TEpalui0 — €XKEHEIEIbHOE BHYTPUBEHHOE
BBEJICHUE OYHUIICHHOTO aib(dal-mpoTenHassl MHrHOUTOpa (YEI0BEUYECKOr0), TOJYUeHHOTO U3 IOHOPCKOM
J1a3Mbl KPOBH.

Kpome Toro, pekoMeHayercsi eKerojHas BaKIUHAIMs MPOTUB TPHUINA W BaKIUHAIMUSA IMPOTUB
MTHEBMOKOKKOBBIX MH(MEKIMHA Kaxible 5-6 JieT, a MpH HaJuuuu 3a00JIeBaHUIl MMEYEeHHU — MMMYHHU3ALUS
poTHB renaruta A u B.

B cnyuae nuxopaaku, 03H00a, yCUJIEHUS OJBIIIKY, KalllIsl WJIM U3MEHEHHUS LIBETa MOKPOTHI CIIETyeT
HEMEJICHHO 00paTUThCS K Bpady.

Nudexnun ocoOeHHO omacHbl g Bammx JerkuxX. [lo BO3MOXHOCTH u30eraidTe KOHTaKTa ¢
OOJNBHBIMM TPOCTYAOHM, rpunmnoM. IIpu mNoBbILIEHMM TeMIepaTypbl Tela CBOEBPEMEHHO HadMHaiTe
KapOTOHMIKAIOIILYIO TEPAIHUIO.

[Ipu gedumnure anbda-l-aHTUTPUIICHHA TAK)KE MCIIOJB3YIOT MPOTPaMMBbI JISTOYHOW peaduIuTaInHy,
KOTOpbI€ BKJIIOYAIOT (PU3MUECKUE YNPAKHEHUs, [bIXaTelIbHYI0 TMMHACTHKY, OOy4e€HHUE, KOPPEKIHUIO
MUTAHUA U IPOTrpaMMBbl 0TKa3a oT KypeHus. HezaBucumo ot TspkecTH 3a00J1eBaHMsl, CIELyeT COBMECTHO C
JIeyaluM BpayoM pa3paboTaTh NOAXOIAIINNA PEXUM YIPAKHEHUH.

[Tpunoxenue I'l1-I'N

LUkanb! oueHKu, BOMPOCHUKN N Aapyrme oueHO4YHble MHCTPYMEeHTbl COCTOAHNUA NalUeHTa,
npuBeaeHHbIe B KITMHN4YeCKUX peKkomMeHaauunax

[Tpunoxenue I'1
OueHka oabIwku no wkane mMRC

Ha3Banue Ha PYCCKOM A3LBIKE!: MO)II/I(I)I/ILIPIPOB&HHLII’I OIMPOCHHUK BpI/ITaHCKOFO MCOAUIIMHCKOT'O
HCCIIECA0BATCIBCKOI'O COBETA 11 OLICHKHU TAXKCECTU OIBIIIIKHA

Opurunansroe Hazsanue: MMRC (The Modified Medical Research Council Dyspnea Scale)

HcTounuk (myOauKamus ¢ Bajauianuen):

Comparative Study Chest. 1988 Mar;93(3):580-6. doi: 10.1378/chest.93.3.580. Evaluation of
clinical methods for rating dyspnea D A Mahler 1, C K Wells PMID: 3342669

DOI: 10.1378/chest.93.3.580

Tun (moauepKkHyTH):

- [IIKaJ1a O€HKHU
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- UHJIEKC

- BOIIPOCHUK

- Ipyroe (YTOUHUTB)

HazHnaueHue: olleHKa CTENEHU BBIPA)KEHHOCTH OJBILIKH, KOTOPYIO MCHbIThIBaeT nanueHT ¢ XOBJI
(XpoHuueckasi 0OCTpYKTHUBHAsI OOJIE3Hb JIETKUX )

Conepsxanue (11abyioH):

Crenenn TsxecTb Onucanue
0 HET $1 4yBCTBYIO OJIBIIKY TOJIBKO MPH CHIBHON (PU3MUECKON Harpyske
1 JerKas 51 3aapIxaroch, Korjaa ObICTPO My IO POBHOW MECTHOCTH WMJIM MOJHHUMAIOCh
110 TI0JIOTOMY XOJIMY
2 CpenHss N3-3a oApIIKK 1 XO0KY IO POBHOW MECTHOCTU MEJUICHHEE, YEM JIFOJIU TOTO

K€ BO3pacTa, WIM Yy MCHSA OCTAHABJIMBACTCA JbIXaHHUE, KOrJa A HAY 110
pOBHOﬁ MCCTHOCTH B IIPUBBIYHOM IJII MCHS TCMIIC

3 TsDKETas S 3amgpixatoch mocie TOro, Kak mnpoiay mpumepno 100 M, wim mocne
HECKOJIbKUX MUHYT X0JIbObI IO POBHOW MECTHOCTH
4 OYCHb VY MeHs CIUIIKOM CHUJILHAs OJBIIIIKA, 4TOOBI BBIXOJJUTb U3 OOMY, WIH A
TSDKEIast 3aJIBIXal0Ch, KOTJIa 0JIEBAIOCH MIIM Pa3JIeBalOCh

Kirou (uHTEpIipeTanus): MalnueHTy MpeajararoT BBIOpATh OJHO W3 MATH YTBEP)KICHHM, KOTOpPOE
HauboJjee OJU3KO OMHUCHIBAET €ro CTeneHb TSHKeCTH oAbIKH: OT 0 ('S 4yBCTBYIO OJABIIIKY TOJBKO MPH
cuibHOM (pusmyeckoit Harpyske") 1o 4 ("'y MEHs CIMIIKOM CHJIbHASI OJIBIIITKA, YTOOBI BBIXOJUTH U3 JIOMY,
WJTU 51 33]IbIXal0Ch, KOT/Ia OJICBAIOCH WIIM Pa3/IeBalOCh").

TMosicaenus: mkata mMRC no3BossteT 60siee TOYHO OIEHUTH cocTogHue namuenTa ¢ XOBJI.

Hogeie, nuznannsie B 2020-2024 rr. u odunuansHo yrBepka¢HHbIe MunH3apaBoM PO,
KIIMHUYECKHe peKOMEeHAalnu (pyKOBOJICTBA, MPOTOKOJIBI JICUEHHS) — HA HAILIEM caifTe.
WNHTepHeT-ceplIKa:
http://disuria.ru/load/zakonodatelstvo/klinicheskie_rekomendacii_protokoly_lechenija/54.

Ecnu rae-to keM-To IaHHBIN JOKYMEHT ObLI paHee pacreuaTaH, JaHHoe n3oopaxenne QR-koma
ITOMOJKET BaM OBICTPO MEPEHTH IO CCHUTKE ¢ OYMaXKHOM KOTTMU — B HEM HAXOJIUTCS 9Ta CChLIKA.
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