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TepMuHBI U onpeaeJeHus

Anbpa-1-aHTUTPUIICUH — UHTUOHUTOD poreas cemeiicTBa CEpIINHOB,
NPEeUMYIIECTBEHHONW MUILIEHBIO KOTOPOTO SIBIISIETCS HEUTPO(MIIbHAS dIIacTasa.

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

HeiiTtpoduabHass 3jacraza — ¢GepMEHT IIMPOKOr0 CIEKTpa ACHCTBHUSA, KOTOPBIN
pa3pyllaeT 3IACTUH, KOJUIAreH, MPOTEOrJIUKAHbl U JPYTrue KOMIOHEHTBI 3KCTPALEILTIOJIIPHOTO
MaTpHUKca.

XpoHuyeckasi 00CTPYKTHBHasi 00JIe3Hb JIETKUX — 3a00JI€BaHNE, XapaKTepU3yIOLIeecs
MEPCUCTUPYIOIIUM OTPAaHHUYEHUEM BO3IYIIHOTO MOTOKA, KOTOpPOE OOBIYHO MPOrpeccUpyer u
ABJISIETCS CJIEICTBUEM XPOHUYECKOTO BOCHAIUTEIBHOIO OTBETA JIbIXAaTEIbHbIX IMyTEH U JIETOYHOU
TKAHU Ha BO3EMCTBUE MHTAIMPYEMBIX OBPEXKIAIOIINX YACTHUL] UM Ta30B.

Byaaa — Bo3aymiHas HOJOCTh € YETKMMM POBHBIMHU TOHKMMH CTEHKaMHU JHaMETPOM
6onee 1 cMm.

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

Ocratounblii 00beM JierkMX — 0o0BeM BO3AyxXa, KOTOPBI OCTaeTcsi B JIETKUX IO
OKOHYAaHHUH MOJHOTO BbII0XA

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

MMyTAX IIOCJIC CIOKOMHOTO BHIOXA.



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

1.1 Onpenenenue 3a00JeBAHNUS UM COCTOSIHUS (TPYIIILI 3200J1eBAHUI WJIN

COCTOSTHM )

OMpuzema Jerkux — CHHAPOMHOE MOHATHE, XapaKTepu3yrolieecs HeoOpaTUMbIM

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

JIECTPYKIMEN CTEHOK anunyca [1,2].

1.2. ITHOJOIHS U IATOreHe3 3200JeBAHNS HJIH COCTOSIHUS (TPYyNILI 3200J1eBaHUN WJIN
COCTOSIHMA)

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

MEXaHU3MBI, KJIFOUYEBYIO POJIb CPEIU KOTOPBIX MUTPaeT MpOTea3HO-aHTHUIIPOTEa3HbIN aAnucOananc,
BBI3bIBAIOIIMM JECTPYKLHUIO 3I1aCTUYECKOTr0 JIEFOYHOI0 Kapkaca [8].

VYBenn4yeHne MNpOTEOJUTUYECKONM AaKTMBHOCTH B JIETKMX IPOMCXOAUT B pe3yjbTare
XPOHMYECKOI'O BOCHAJIEHUS W MHIpalud MakpodaroB M HelTtpoduiaoB ¢ BblOpocoM
NPOTEOIUTHIECKUX (PEPMEHTOB — CEPHHOBBIX M IIMCTEHWHOBBIX MPOTEAa3, a TAK)KE MATPHUKCHBIX
MetajionporenHas. Haubonee wu3ydyeHa pojb CEpUHOBBIX MPOTEUHA3, NPEXKAE BCETO
HeUTpouiabHON 3nacTas3bl - (epMeHTa LIMPOKOrO CHEKTpa JeHCTBUSA, KOTOPBIM paspyuiaer
9JIaCTHH, KoJulareH, (UOPOHEKTUH, JIAMMHUH, IPOTEOINIMKAHbl U JIpyrHe KOMIIOHEHTBI
AKCTpALIEIUTIONIIpHOrO MaTpukca [9]. Beinenenue HelHTpoduiIbHOM 31acTa3bl U3 HEUTPOPHUIOB B
AKCTPAISIUTIONIIPHOE MPOCTPAHCTBO TMPOUCXOAUT IOJ BIMSHUEM pPA3IUYHBIX CyOCTaHIMHA —
npoBocnanuTeNbHbIX — 1UTOKMHOB  (MJI-8, ®HOa), nunomomucaxapujos, (parMeHTOB
OakTepuanbHO cTeHKH [1].

Henocrarok WHrHOMTOpOB TpoTE€a3 BO3HHMKAET JHOO BCIEACTBHE T'€HETHYECKU
JNETEPMUHUPOBAHHOTO Je(eKTa CUHTe3a WM CeKpeuuH (BpOXKACHHbIN nepuuut anbpa-1-
AQHTUTPUIICHHA), THOO U3-3a YPE3MEPHOI e3aKTUBAIIMK IPOAYKTAMH OKCHUIATHBHOTO CTpecca.

IIpu XOBJI gucOamaHc B cHuCTEME «IIPOTea3bl-aHTUIIPOTEA3bl» PACLEHUBAIOT B TOM
Ypcle Kak CJIEICTBHE BOCHAJIICHUS, WHIYIMPOBAHHOTO WHTAISIIIMOHHBIM BO3JEHCTBHEM
MOBPEXKIAIOIINX BEIIECTB (CUTAPETHOTO JIbIMA).

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

(14932.1) [10-12].



Bcee amnenn xmaccuduuupyroTcss B 3aBUCHMOCTH OT IUIa3MEHHOM KOHIICHTpAUU U
cBoiicTtB A1AT Ha cnenyromiue Tumsl [9]:
® HOpMaJlbHbIE AJIEIH, OTBETCTBEHHBIE 3a BbIpaOOTKYy A1AT ¢ HOpMaabHBIMU CBOMCTBAMU U B
JI0OCTaTOYHOM KOJINYECTBE;

e JeUIUTHBIC aJUIeNu, IPU KOTOPBIX BhIpabaThiBaeTcs HeqocTaTouHoe koaudectBo A1AT;

e HyJIeBbIE ajuieiu, IpU KOTOpbIX A1AT B KpoBU IOJTHOCTHIO OTCYTCTBYET;

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

Jis  muddepeHIUMPOBKH  Pa3IMYHBIX TEHETHYECKUX BapuaHTOB Mojekyn AlAT
UCIONB3YIOT UX TMOABMXKHOCTH MpHU 3IIeKTpodopese, oO0o3Hauas OykBaMU OT «A» 10 «Z».
Amenu HacleAyrTcs IO KOJAOMUHAHTHOMY Tuiy, croenuduueckuii ¢enotun AlAT
ompenensercs IByMs amiensMu. Haumbonee pacmpoCTpaHEHHBIM HOPMAalbHBIM (DEHOTHUIIOM
sBisieTcs: Pi*MM (cpenHsisi OJIBHYKHOCTS), OnpenersieMblid y 95% mui eBponieoniHoOM packl [9].

Hepunut A1AT 0oObIMHO BO3HHMKAaeT B pe3yJbTaTe HACIIENOBAHMS IBYX A€(PHUIIMTHBIX
aieneid. ['eTepo3uroTHoe HOCUTENHCTBO JIE(DUIIUTHOTO AJJIENs CKOpee MOXHO paccMaTpuBaTh
Kak MpeIpacioaoKeHHOCTh K pa3BUTHIO matojioruu [13, 14].

K OCHOBHBIM NIeUIMTHBIM aJUIENISIM OTHOCSTCS BapuaHThl S U Z, npu KOTopeix A1AT
NOJIMMEPU3YETCs, 3aJepKUBAaeTCs B IE€YEHM U IOCTyHaeT B KPOBb B  KOJIMYECTBE,
cootBercTBeHHO, 40-60 u 10-20% ot HOpmbl [9]. IlomaBisiomiee OOJBIIMHCTBO CIy4yacB
KJIMHUYeCKH 3HauuMoro aeduuurta A1AT pasBuBaerca npu denorune ZZ (96%). S-annens
npuoOpeTaeT KIMHUYECKOE 3HaUEHUE MPU coueTaHuu ¢ Bapuantamu Z unu Q0 (HyrneBas ajuiesnp)
[15-17].

B ycnoBusx nepunura A1AT npoucxoauT HEKOHTPOIUPYEMOE MOBBIILIEHHE aKTUBHOCTH
IPOTEOIUTUUECKUX (DEPMEHTOB, MPEXKIE BCEro HEHTPOPUILHOMN 371acTa3bl, B pe3yJbTaTe dero
AIIaCTUYECKHE BOJIOKHA U JPYTrHe CTPYKTYPbl SKCTPALEIUTIOJIIPHOTO MaTPUKCa HUKHUX OTAENIOB
JBIXaTEeNbHBIX IMyTEH MOABEPraloTCs MENJICHHOW JAECTPYKIMH. OTO MPUBOAUT K TOTEpe
AIIACTUYHOCTH JIETOUYHOW TKaHH, Pa3BUTHIO OOCTPYKTHBHBIX HAPYIICHUN U SM(U3EMBI.

Anbda-1-aHTUTPUIICHH obnamaer BAYKHOU IIPOTUBOBOCIIATIUTEIBLHON u
MMMYHOMOJYJIUPYIOIIEH aKTUBHOCTHIO — BIIMSHHEM Ha LUTOKWHOBBIA MPO(UIL, MUTPALUIO
JEMKOIMTOB, aKTUBAIMIO U nponrdepanuio T-muMpounTOB, HEAOCTATOUHOCTh KOTOPOW BHOCHUT
CYIIIECTBEHHBIN BKIIA]] B pa3BUTHE KIMHUYECKHUX NposiBeHui nedunura A1AT [18].

Baxuyio ponp B moBpexaeHuu Jserkoro npu aepunure AIAT wurpaer kypeHwue.
CurapeTHplii IbIM MOXET JONOJHUTEIBHO YCWIMBATh MNoJuMepu3anuio Mojekyn AlAT,
HapylIaTh CUHTE3 AJIACTUHA B JIETKUX, OAJEPKUBATh HelTpouibHoe Bocnanenue [19,20].

IToMuMmo HapyHUICHUA OajaHca B CHCTEMeE MMPOTCOJIN3-aHTUIIPOTCOJIN3 B KaA4YCCTBC
7



BO3MOXXHBIX MAaTOT€HETUYECKHX MEXaHM3MOB 3M(HU3EMBbI JIETKUX pacCMaTPUBAIOT IMOJABIICHUE
aHTMOreHe3a B JIETKHX, HapylleHHe OajaHca MeXay MOBpPeXICHHEM | pereHepaunueit
MapEeHXUMBbI JIETKUX, AyTOUMMYHHBIE PEaKIIMU B aJIbBEOJISIPHOM TKAaHU M KalMWJUISIpaxX JETKUX,
YCKOPEHHBIN anonTo3, MOBBIIIIEHWE BHYTPUAIIMHAPHOTO AaBieHus [1].

BonpmuHCcTBO CcityqaeB amduzembl Jerkux cBszano ¢ XOBJI. Kpome Toro, y
KypPWIBLIMKOB C HaJMYHUEM PECHHPATOPHBIX CHMIITOMOB, HO He MMewomux auarHosa XOBJI,

sMmbu3eMa BhISBIsLIACH B 52% cirydaes [21].

1.3. InuaeMuo0rus 3a00JeBaHus WM COCTOSTHNS (FpyIIbI 3200J1eBaHNii HJIH
COCTOSTHM )

ITo maHHBIM MCTaaHaJIM3a, 9M(1)I/I3eMa BCTPCHACTCA Y B3POCJIOTO HACCJICHUA C YacTOTOU

0,5 5,7% [3].

B kpynHbix snuaemuonorndyeckux uccinenoBanusx CIIA cpenu Oenoro HaceneHus
muarao3 SMduszemsl ycTaHoBieH y 3,5%, a XpOHHYECKOH OOCTPYKTHBHOW OOJIE3HH JIETKHX
(XOBJI) —y 6,3% obcnenoBanubIx [4].

Tounas pacnpoctpaneHHocts gepunuta A1AT B OOIBIIMHCTBE MOMYJISALUNA HEU3BECTHA,
Yy MHOTHX JIMI] OH OCTae€TCsl HEJUarHOCTUPOBAHHBIM.

ITo manueIM EBpomeiickoro nerognoro (oHaa, B ctpaHax EBpoIbl pacnpocTpaHEHHOCTh
nepunuta A1AT Bapsupyer B mpenenax 1 k 1800—2500 HOBOPOXKIEHHBIM, YTO COCTABIISET
nopsiaka 125 Teic. yenoBek [5,6]. B cimyuaiiHOlt BBIOOpKE pYyCCKMX M3 Pa3IUYHBIX objacTeit
eBporeiickoi yactu Poccun vacrorta Z-amnenu konebanack ot 0,3 mo 1%, wactora S-ammenn —
ot 0,2 10 1,5%. Ilo pacueram, B eBpomeiickoit yactu P® okomno 17,7 ThIC. TOMO3UTOTHBIX HIIA
KOMITAYHJ-T€TEPO3UTOTHBIX JIUI[ MO S- WM Z-amiend, a Takxke 2,6 MIH. HocuTene. B
a3uaTCKOM 4YacTH 3TH IUdpbl cocTaBisiioT 1,2 Teic. 1 500 Thic. cooTBeTcTBEHHO [7]. OnHAaKo
cynuth 0 yactote nedurmra A1AT B poccuiickoii MOMyJISIIMKA HA OCHOBAHUM ITHX CBEACHUH HE

MpeaACTaBIACTCA BO3MOKHBIM.

1.4. OcO0CHHOCTH KOAUPOBAHMS 3200J1eBAHNAA HJIH COCTOSAHUSA (rpynnbl 3a00J1eBaHu i

WIHN COCTOSIHMI) 10 MekAYHAPOAHOI CTATHCTHYECKOI KiIaccupukanuu 0oJie3Heil 1

npo0JeM, CBA3AHHBIX CO 310POBLEM

J43 Dmopuzema:

J43.0 Cunapom Mak-neona

J43.1 [TaunoOynspHas smbuzema
J43.2 LentpunoOynsipHas smPpuzema

J43.8 lpyras sm¢puzema



J43.9 bynnesnas smpuzema

1.5. Knaccudukanus 3a60/1eBaHusi MJIH COCTOSIHUSA (TPYNNbI 32001¢BAHUIA MU

COCTOSIHMA)

B 3aBHCHMOCTH OT 30HBI MOpaXCHUA allMHyCa BBIACIIAIOT CICAYIOIIHUEC THUIIbL 3M(1)I/13€MBI

(Tabm. 1):

e [IeHTpHAalMHApHAs (IEHTPHIOOYJIIpHAas),

® [1apaccrraljibHasd,

e TaHaMHApHAs (MAHIO0YIIsIpHAs).

B otnenbhnyro gopMmy BBLAETSAIOT OyJUIe3HYIO 3M(U3EMy, XapaKTepU3YIOIIYIOCS pa3BUTHEM

YYaCTKOB JIECTPYKIUH pa3mMepoM Ooisiee 1 cM, KOTOpast MOXET OBITh UCXOJIOM JI000# (hopMBbI

SM(pH3EeMBI.

Ta6muma 1. Knaccuduxamnus smpuzemMbr

XapaKTepuCTHKHU Henrpuanunapuas | IlananumnapHas ITapacentajbHas
Mopdornoruueckue paclupeHue JECTPYKLUs muddysHoe
LEHTPaJIbHBIX MEXKaJIbBEOJISIPHBIX pacumpesue
OTIEJNIOB aluHyca - | IEPEropoJokK, anuHyca, CIIMSIHUE
pecnmupaTopHBIX pecnupaTopHbIe BHYTPHUA0JIBKOBBIX
OpOHXHOI U | OPOHXMOJIBI OCTAIOTCS | CTPYKTYp B €AMHOE
MEXKaJIbBEOJISIPHBIX HEU3MEHHBIMU BO3JIyLIIHOE
XOJI0B IIPOCTPAHCTBO
Jlokanuzanus Bepxnue nonu, | Huxaue nomy, | CyOmnieBpanabHO
U3MEHEHUN LEHTpaJIbHbIE OTAETbl | Auddy3HOoe
MTOPAKECHUE
BPKT-npusnaku JlokanbHble y4acTku | OOIIMpHBIE 30HbI | JIokanbHBIE
IIPOCBETIICHUS 0e3 | TOHMKEHHOU OKpYTJIbIE, YETKO
BHUJIUMBIX CTEHOK IIJIOTHOCTHU 0e3 | ouepueHHbIE YYaCTKU
BUJIUMBIX CTEHOK, | MPOCBETICHUS c
obenHeHMe ToHKUMH (< 1 MM)
COCYJIUCTOTO PUCYHKA | CTEHKAMH
ITpuunHsI CurapeTtHblil 1pIM Hedpunut A1AT, | CurapetHbliit JIbIM,
CUTAPETHBIN ABIM UAMONTHYECKAsI

Hedbunut A1AT pa3aensiroT Ha ClIeIyIoNre KIMHAYECKUE TUTIBL:

e nepunur AIAT c mperMyIIeCTBEHHBIM MOPaKeHUEM I'elaTOOMINAPHON CUCTEMBI,

o nedunut A1AT ¢ mpenMyIIeCTBEHHBIM MTOPAKEHUEM JIBIXaTeIbHONW CHCTEMBI;

e nedunut A1AT ¢ coueTaHHBIM TOPAKEHUEM JIETKUX U TICUCHH.




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

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

HecnenmuuHbl. OCHOBHBIE CHMIITOMBI — 3TO OJBIIIKA M CHIDKCHHE MEPEHOCUMOCTH
(bU3HYECKUX HATPY30K.

[TepBbiM TposiBiicHHEM 3MQuU3eMbl (0COOCHHO B Cllydae IapacenTaibHON 3MQpHU3eMbl)
WM OCJIO)KHEHUEM Y’Ke M3BECTHOTO 3a00JIeBaHMs MOXKET ObITh CIOHTAHHBIN MTHEBMOTOpaKe [22].

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

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

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

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

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

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

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

BonbmnHCTBO ciydaeB 3MQU3EMbI JIETKUX aCCOIMHUPOBAHO C KypEHHEM U HaJUYHEM
XOBJI, uto 00ycnaBiaMBaeT HEOOXOJUMOCTb OOCIIeZIOBaHME Ha MPEAMET HAIWYHs JaHHOTO
3a00JeBaHMs y BCEX JIHIL € IM(pU3eMOil.

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

Tabnuma 2. Jluarnoctudeckue Mapkepsl geguiura A1AT

IIposiBjieHUs1 CO CTOPOHBI OPraHoB AbIxaHus | IIposiBJIeHUs CO CTOPOHBI APYITUX OPIraHOB U
CHCTEM

Pano Bo3Hukmas smduszema (B Bospacte 10 45 | bone3Hb neyeHu HesICHOM 3THOJIOTHU

JIeT) HekpoTusupyromuii NaHHUKYJIAT
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OMm¢puzema serkux B oTcyTcTBHE H3BeCTHBIX | ANCA-acCOMMPOBAHHBIN BaCKYJIUT
(dhakTOpoB pucKa (KypeHue, Mpou3BoicTBeHHOe | Haimmune B ceMeitHOM aHaMHe3€ IM(U3EMBI

BO3JICUCTBUE MBUIX U JP.) JIETKUX, OPOHXO0AKTA30B, 00JIE3HU NIEYCHH,
OMpuzema c [IPEUMYILIECTBEHHBIM | HAaHHUKYJINUTA JIUOO MOATBEPKACHHBIN
nopakeHHueM 0a3allbHBIX OT/IEIOB nepunut A1AT y KpOBHBIX POJICTBEHHUKOB

Pazsutne XOBJI y mun monoxe 40 ner w/wmm | (0coOeHHO y OpaTheB U cecTep)
CO cTakeM KypeHus menee 20 mauek-jier
BpoHX03KTa3bl HESICHOM STHOJIOTHH
OpoHxManbHasT acTMa C YCTOWYMBBIM K
TEpanuy HapylieHueM (QYHKIMH JIETKUX

o [lammentoB ¢ XOBJI, ocobenHo mpu nebroTe 3aboieBaHus B Bo3pacte <40 ner, craxke
kypenus <20 mayek-leT, OSMQu3eMaTo3HOM (eHOTHUne, C NPEeUMYIIECTBEHHBIM
pacmoioxeHrueM 3Mpu3eMbl B 0a3aabHBIX OTACIAaX PEKOMEHIYETCS TECTUPOBATh Ha ACPUITUT
A1AT [9].

Yposensb yoenureabHoCcTH pekoMenaanui C (YypoBeHb JOCTOBEPHOCTH 10KA3aTENbCTB 5).

KommenTapuu. Pannee gviasnenue oedhuyuma A1AT nozeonum npedynpedums o3oeticmeaue

¢axmopos pucka (Kypenue u 0p.) u MOHUMOPUPOBAMb COCMOAHUE NAYUEHNA.

2.1. ’Kaao0bLI 1 aHAMHE3

[lpu cOope aHamHe3a Yy TANMEHTOB C OAMQHU3EMON JIETKHX, BCEM MaIlCHTaM
PEKOMEH/IyeTCsl OIICHUBATh HAJIMYKE OJIBIIIKHU, KAlLIs, MPOIYKIIMA MOKDPOTBI, XPHIIOB B TPY/IIH,
BO3pacT Ae0r0Ta KIMHWYECKUX MPOSBICHUH, YTOYHATH HAIMYUE IATOJIOTUU JIBIXaTeITbHON
cuctembl (3MQHU3EeMbI) U TIEYCHW y KPOBHBIX POJCTBCHHHKOB, a TaK)Ke OIICHUBATH aHAMHE3
KYpEeHHUSI C PaCUeTOM MHAEKCa KypSIIEero YeloBeKa (mauek-ier) A1 UCKITIOYSHHS] TOTEHIIMATbHBIX
OPUYHH SMPU3eMbI Jlerkux [33].

YpoBenb yoenuteabHOCTH pekoMenaanuii C (YypoBeHb 10CTOBEPHOCTH 0KAa3aTeJILCTB 4).
Kommenmapuu: Knunuueckue nposeieHuss HAUUHAIOMCA, KAK NPAsUNO, 8 CpeOHeM 80o3pacme
(32—41 200), xomsa onucana sHauumenvbHas sapuaderbHocms epemeHu ux dedvroma [9,34-36]. Ha
CKOPOCMb PA3BUMUSL U MAINCECMb NOPANCEHUS JIe2KUX CYUWECMBEHHOE GIUsHUE OKA3bL8AOM Psi0
BHEWHUX (8 nepsyld ouepedb KypeHue) u ceHemuueckux ¢akmopos. Qomaxo auya c¢
nedocmamounocmvto AIAT moeym 6Gonemv XOBJI Oadxce npu omcymcmeuu KypeHus 6
anammese.

YV nayuenmos XOBbBJI ¢ oepuyumom AIAT no cpasuenuro ¢ 6orvnvimu XOBJI 6e3 Hezo
Ooslee 8blpadcena 00bIUWKA, XYJHce Kauecmeo HcusHu u @yHkyuoHaivhvie noxkazamenu [37]. K
¢daxmopam pucka oOvicmpozo npoepeccuposanusi XOBJI y nayuenmos ¢ oegpuyumom AIAT
OMHOCAMCSA KYyPeHUe, NPUHAONEHCHOCb K MYHCCKOMY NOLY, 0e010m KIUHUYECKUX NPOAGLeHUll 6
so3pacme 30—44 nem, ODBI 6 unmepsane 35—-79% om Oondxcnozo, ompuyamenvhas npooa ¢

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

YpoBenb yoeauteabHocTH pekoMenaanuii C (YpoBeHb JO0CTOBEPHOCTH I0KA3aTeJbCTB 5).
Kommenmapuu: Y Hexomopvix nayueHmos 6e3 NpusHaKo8 panHe2o 3a001e8aHus nedeHu
803HUKAem HapyuleHue (QYHKYuu nedeHu 6 noopOCMKO8OM 6o3pacme u nosdce. llopasicenue
neyeHu 60 63POCIOM B603pACme NPOABIAEMCS MENKO- U KPYNHOY3I08bIM YUPPO3OM U HACMO

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

2.2. DuzukajabHoe 00cae10BaAHHE

[Ipn ¢usukanbHOM OOCIETOBAaHUM MAlMEHTOB C A3MQPHU3EMOIl JErKHX, Kak MpaBHIIO,
BBICITYIIIMBAETCS OCHa0JEHHOE [bIXaHWE TMPU ayCKyIbTAallMd U KOPOOOYHBIH 3BYK IpHU
MEePKYCCUU,  MOXKET  ONpeNeNsiTbCS  MapajokcalbHBIi  mynasc. K XapakTepHbIM
KOHCTUTYIIMOHAJIBHBIM Y€pTaM TaKUX IMAIIMEHTOB OTHOCSTCS CHIKEHHBIM MHJIEKC MAacChl Tena,
0oukooOpa3Has TpyAHas KIETKa C TOPU3OHTAIBHBIM DACIOJIOKEHHEM pedep, CriIakeHHOCTh
MeXpeOepHBIX TPOMEKYTKOB, IIIMPOKHUH 3nUracTpanbhbiil yromu [1,41].

[Tpu mpoBeneHNM (HU3HKATHHOTO OCMOTpa y TAI[MCHTOB C MOJO3PCHHEM Ha ACHUITUT
A1AT HeoOxomuMO Takke oOpamaTh BHUMAHHE Ha COCTOSIHHE I'elaTOOMIMAPHONW CHCTEMBI H
KOKHBIX TOKpoBOB. [lpu nedunure AIAT ¢ nmpeumyiecTBEHHBIM MOPAKEHUEM IEUYECHU IMPHU
OCMOTpPE MOTYT OBITh BBISIBIICHBI TPU3HAKU IIUPPO3a MEUSHHU.

OpHuM U3 KIMHUYECKUX NposBiaeHui aepuuura A1AT sBiasercs HEKpOTHU3UPYIOLIUN
MAaHHUKYJUT, NI KOTOPOTO XapaKTEePHO MOSBIEHWE TMOJKOXKHBIX Y3JI0B Ha O0JACTH STOJIHII,

HIDKHEHN JacTu JKUBOTA, IPOKCUMAJIbHBIX OTACJIIOB KOHEYHOCTEH.

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

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

2.3. JlaGopaTopHbIe TMATHOCTHYECKHE HCCJIeT0BAHUSA

. [Maruentam ¢ sMmduzemoir nerkux npu 3HadeHun SaOz <92% mno JaHHBIM
IIyJIbCOKCUMETPUN PEKOMEHIYETCsS IIPOBEJIECHUE aHalu3a Tra30B apTEpPUAIbHOM KpOBU IS
OIICHKH BBIPAKEHHOCTH TUTIOKCEMHH [42].

YpoBeHb  yOeaMTENbHOCTHM  pekoMeHAauuid A  (YpoBeHb J10CTOBEPHOCTH

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

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

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

IIpu unmepnpemayuu pe3yiomamos ciedyem y4umvléams, 4mo npu UH@OEKYUOHHBIX U
B0CNANUMENILHBIX PeaKyusix, OnyxXoisax, cmpecce, uioke, bepeMeHHOCmU, npueme npenapamos,
BKAOUAIOWUX 8 cocmas eewecmea u3 epynnvl dscmpozenonos (ATX G03C), yposenv AIAT 6
kposu noeviuaemcs [39,40]. Hccneoosanue nyuuie nposooumsv 6ne nepuooa 0060cmpeHus
accoyuupogannwvix ¢ oepuyumom A1AT 3a6onesanuii [45].

e Ouenka ypoBHS al-ppakuuu TI00YyJIMHOB MpPH ONPEACNCHUU COOTHOIICHUS OEIKOBBIX
dpakumii MeTogoM 3JeKTpodope3a WIM METOJOM BBICOKOUYBCTBUTEIHLHOTIO KAWJUIIPHOTO
anekTpodope3a ¢ nenpio auarHoctuku gedunmura A1AT He pekoMeHIyeTcs, TakK Kak
TpeOyeT JanbHEeUIIuX UCCIIeI0OBaHUI 171 MOATBEPKACHUs Tuarnosa [9,48].

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

Kommentapun. Chuoicenue aubo omcymcmeue @pakyuu al-enooymunos npu pymuHHOM

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

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

e Bcewm nanuenram c¢ pepuuurom AIAT pekoMeHayeTcs €XEeroaHoe HUCCIeI0BaHUE aHaIn3a
KPOBH OHOXMMHYECKOTO OOIIETepareBTUYECKOT0 C UCCIEOBAHMEM YPOBHsS albOyMHHA B
KpOBH, MCCIICJOBAHUEM YPOBHS OOIIETr0 OMIMpyOMHA B KPOBH, ONMpPENEICHUEM aKTUBHOCTHU
acrapTaTaMuHOTpaHc(epasbl B KpOBH, ompeieIeHuEM aKTUBHOCTH
aTaHMHAMUHOTpaHchepassl B KpOBH, onpeieJIeHuEM AKTUBHOCTH ramma-
rIIoTaMuATpancdepasbl B KPOBU U HCCIIEOBaHNUE YPOBHS TPOMOOIIUTOB B KpoBH [47].

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

KommenTapuu. V nayuenmos ¢ oepuyumom AIAT uacmo ewisaensiemcs mMpau3umopHoe

nogviulenue mpancamunas. CHudceHue cuHmemudeckou @yHKyuu nedeHu (CHUdMCeHue

anbOyMuHa) u mpomooyumoneHnus 6oiee cneyupuyHvl 01 Yuppo3a nevexu.

2.4. UHCTPpYMEHTAJbHBIE TMATHOCTHYECKHE HCCICTOBAHUSA

MeTtobl BU3yanu3anuu
e Bcem namueHtaM ¢ NOJO3peHHEM Ha SM(QU3EMY JIETKUX PEKOMEHAYeTCS IPOBOJIUTH
IPULIEIBHYI0 PEHTIeHOrpaduio OpraHoB TPYJHOW KIETKM B NPSIMOM MPOEKUUH IS
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MOJATBEPXKJIEHUSI JAMarHo3a MWCKIIOUEHUs JApyrux 3a0oyeBaHUil OpraHoB JbIXaHUS H
cpenoctenus [43,44].

YpoBennb yoenureabHocTH pekoMeHaanuii C (YypoBeHb J0CTOBEPHOCTH 10KA3aTENbCTB ).

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

ynjaoweHue ouappasmvl, SepMUKAIbHOE NON0NCEHUE Cepoyd, YeeludeHue nepeoHe3aoHe2o

pazmepa 2pyOHOU KIemKU U pacuiupeHue pempocmepHalIbHO20 NPOCMPAHCcmed, o0OeoHeHue

JIe204YH020 PUCYHKA, YACMO 6CMpedaemcs 20pU30HMAalIbHOe PACNON0XCeHUe pedep U pacuuperue

MeACPeOEPHbIX NPOMENCYMKOS.

s nayuenmos ¢ smghuzemoti na poue Odegpuyuma AIAT 6onee xapaxkmepno nopadiceHue

HUMICHUX OMOeN08.

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

PEeHmeeHo2pamme Opearos 2pyOHOU KIemKU MO2Ym Omcymcmeo8ams.

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

Yposenb yoenureabHocTu pekoMeHaauuii C (ypoBeHb 10CTOBEPHOCTH J0KA3aTEJNbCTB — 4)
Kovmmvenrapuu. KTBP opeanos epyoHoll Kiemku selsemcs Haubonee UYy8CMEUMENbHLIM U
Cl’lelx[l/l¢l/lllelM Memooom ons BblABJIEHUA, OYEeHKU BblpAJICEHHOCMU u MOquOJZOZu'—leCKOZZ
xapaxmepucmuxu smeuzemol aézxux [50].

Omepuzema nposeisemcs 6 euoe OMOENbHbIX Y4ACMKO8 NOHUNCEHHOU NIOMHOCMU 0e3 KAKUX-

AUOO 2paHuy UIU O0SPAHUYEHHBLIX MOHKUMU (MeHee [ MM) cmeHKamu, 6 yewmpe mMaKux

npoceemﬂeimﬁ MOHCEM HAXOOUMbCA MOYKA — 6€MEb 1e20YHOL apmepuu.

Ilpu oeguyume AIAT xnaccuueckum npuszHaKom sA6IAemMcs NAHA0OVIAPHAS dMpuzema ¢

npeuMyuecmeeHHbIM HOPaXCeHuem HUMCHUX oonell nteekux [1,9].

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

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

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

OyHKIMOHATbHAS TUAaTHOCTUKA

. Bcem manmentam ¢ momospernmeM Ha XOBJI u sMuzemy Jerkux peKOMEHIyeTCs
MpOBOAUTH CIITMPOMETPHUIO C 6pOHXOI[I/IJ'IaTaLII/IOHHBIM TCCTOM AJId BBIABJICHHA U OLICHKU CTCIICHU TSAXKCCTH
00CTPYKIINY IbIXaTeNbHBIX myTei [53,54].

YpoBeHb yoenuTeIbHOCTH PeKoMeHAaNuii 4 (YpPOBEHDb JOCTOBEPHOCTH A0Ka3aTeJbCTB - C)
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e BceM manmMeHTaM ¢ BBIPAKEHHOW HM(OU3EMON JIETKUX M HAJIWYUEM PECIHPATOPHBIX
CUMIOTOMOB  pEKOMEHAYEeTCS IpoBeAeHHE OoaurieTusMorpaduu U UCIEJOBaHHE
¢ Py3MOHHOHN CTTOCOOHOCTH JIETKUX [55,56].

YpoBenns yoenuteabHocTd pekomenaanuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTeJIbCTB - 5)

KomMmeHnTapuu. Memoodwvl ucciedoganus ne2ounvix 006vemos u oug@y3uoHuol cnocoonocmu
JIe2KUX AGNAIOMCA bolee Uy8CMEUMENbHLIMU YeM CRUPOMempust Ol OYeHKU HYHKYUOHATbHO2O
cmamyca nayueHmos ¢ IMQpu3eMou 1e2Kux.

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

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

00JI2ICHO20 U/Unu nosvluenuu ocmamounozo oowvema neekux (OOJI) 6onee 120% om oondicnoeo,

a maxkace ysenuuwenuu @POE u omnowenuu OOJI/OEJI [57,58].

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

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

Panusaa  ouacnocmuxa @yHKYuOHANbHLIX U3MEHeHUll (OPOHXUANbHOU 0OCMPYKYUU)
N0360JI5leN C8OEBPEMEHHO NPUHAMb Mepbl N0 YCMPAHEHUIO (DAKMOPO8 DUCKA NOBPEHCOCHUS.
neekux, Havyamv mepanuro XObBJI u paccmompems 6onpoc o cneyughuueckoii mepanuu
oepuyuma AIAT.

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

YpoBeHb yoeauTeabHOCTH pexoMeHaanuii C (ypoBeHb J0CTOBEPHOCTH I0KA3ATEJILCTB 5).
KommenTapuu. Crkopocme chusxcenus ODBI npu odedpuyume AIAT cunvno eapvupyem y
PA3HLIX NAYUEHTNOE.

o [lanmentam ¢ nedpurutoM A1AT pekoMeHIyeTcs €XKEroJHO MPOBOIUTH YIBTPA3BYKOBOE
uccinenoanrie (Y3UM) opraHoB OprONIHON MOJOCTH ISl MCKIIOUEHUS MPOSBICHUS OOJIe3HU
CO CTOPOHBI NIeYeHu [47].

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

2.5. UHble TMAarHOCTHYECKHE HCCIST0BAHUSA

(DeHOTI/IHI/IpOBaHHe H TCHOTUITMPOBAHUEC
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[lon tepmMuHOM «(PEHOTHI» MPUHATO MOHUMATh HKCIPECCUIO OMPEICNIEHHOTO THIA

A1AT, a nOHATHE TEHOTHIT OTPAXKAET CIEIUPHUECKYI0O KOMOMHAIMIO aJlIeNeH.

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

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

Kommentapum. [ enomunuposanue obnadaem  Haubonvbwieln  Yy8CMEUMENIbHOCIbIO U

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

CblBOPOMKE KPOBU HEBO3MOIICHO Npeononodxicums cenomun oegpuyuma A1AT.

T'enomunuposanue npogooumcs memooom anneibcneyuguueckon amnauguxayuu (01

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

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

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

usoanekmpuyeckoeo ¢okycuposanus [9]. Hauanvnvimu Oykeamu angasuma o0003nauarom

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

CKoOpocCmbio.

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

3.1. KoncepBaTuBHas Tepanus

. Bcem manmeHtaM ¢ sM@u3eMOil JETKUX PEKOMEHIYeTCS OTKa3 OT KypeHHUs
[61,62].
Yposenb  yOenurTenbHocTH  pekoMeHgamumii C  (ypoBeHb  JI0CTOBEPHOCTH

A0Ka3aTeJbCTB — 4)

o [Tpu OTCYTCTBMU MPOTUBOMOKA3aHUH JUTSl MMOANCPKKH YCHIIMH TI0 TPEKPAIICHHIO
KypeHUs] pEeKOMEH/IyeTCsl Ha3Ha4yaTh Mperaparhl, IPUMEHsEMbIe TIPU HUKOTHHOBOM 3aBUCHMOCTH
[63-67].

YpoBeHb  y0eAMTENbHOCTHM  pekoMeHAauumid A  (YypoBeHb J0CTOBEPHOCTH
AoKa3areabcTB — 1)

Kommenrapuu: @apmaxkomepanus s¢gexmueno  noooepocugaem — ycuius — no
npexpawenuto Kypenus. K npenapamam nepeoul nunuu 0ns nedenus mabauHol 3a8UCUMOCHU
OMHOCAMCS ~ BAPEHUKIUH, HUKOMUH, 8 MOM uyucie 6 (opme MpaAHCOePMATbHOU

mepaneemuqecmij cucmemal.
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e V manmeHToB ¢ 3Mbusemont nerkux, ooycnosiaeHHoit XOBJI w/wnmu pedpumurom A1AT,
PEKOMEHAYETCsl UCIOJIb30BaTh JIMUTEIBHOTO ACHCTBUS aHTUXOJIMHEPTUYECKUEe CpeACcTBa
(IIAX), cenexkruBnabie 6eta2-anpenomumetuku (AJABA), rmokokoprukounst (MI'KC) —
B (opMe ISl MHTASIIUI — ¥, KoMOMHauuu nepeuncieHHsix npenaparos (AJBA/JJAX,
JABA/UT'KC, AABA/JAAX/UT'KC) o ctanaapTHeIM mokazaHusm [9,53].

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

Kommenrtapun. Jlevenue XOBJI nposodumcs 6 coomeemcmeuu ¢ MeNCOYHAPOOHbIMU U

omeyecmeeHHbIMU PEKOMEHOAYUAMU NO TeUeHUI0 OAHHO20 3a001e8aAHUSL.

o Jlna neuenus oboctpennit XOBJI Ha done nepunmra A1AT pexkomeHayeTcs yBEIUYCHHE
7103 TIPEeTaparoB JJs JIEYeHUs] OOCTPYKTHBHBIX 3a00JI€BaHUH JbIXaTEJbHBIX MyTeH B popme
WHTAJSAUN, HAa3HAYCHHE KOPOTKUX KYPCOB TITIOKOKOPTUKOWIOB ACHCTBUS, MPU U3MEHEHHU
CBOICTB MOKPOTHI — paHHEE WCIIOJIIb30BaHUE AHTUOMOTHUKOB, a TaKXKe IPOBEICHHE
pecnupaTopHO NOAAEPKKHU IPU HATUYUM NoKa3aHui [1,9,23].

YpoBens yoeauteabHocT pekoMenaanuii C (ypoBeHb J0CTOBEPHOCTH /I0KA3aTeJIbLCTB 4).

Kommentapuun. Obocmpenuss XOBJI, ocobenno ¢ npusnakamu 6axmepuanvHou uxngexyuu, y

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

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

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

3amecTuTeNnbHas Tepanusd 3(QQPEKTUBHO CHUXKACT €XETOAHYI0 IOTEpI JErOYHOU
TKaHHU, O YE€M CBUJETEIbCTBYET OIIEHKA IMOKa3aTeJeld PEeHTI€HOJEHCUTOMETPUU B JUHAMUKE
[68-72]. EcTb Takxe JaHHbIE, TOATBEPKAAIONINE YMEHbIIeHHEe cKopocTH cHkeHuss ODBI1 B
rojl U CTaTUCTHMYECKU 3HAYUMOE YBEJIMYEHHE MPOJOIKUTEIbHOCTH KU3HU MPU MPOBEIECHUU
3amecTuTesnbHOl Tepanuu [60,70,72—-75]. CormacHo psigy UcCIE€NOBaHWM, 3aMECTUTENIbHAsS
Tepamnusi CrocOOCTBYET CHUKEHHUIO YAacCTOTHl M YMEHBUICHHIO TskecTH oboctpenuit XOBJI
npu gedunure AlAT, a Takke yJIyudlIeHHIO KadyecTBa JKU3HU MAIlME€HTOB, OJIHAKO
JIOKa3aTeabpHOM 0a3bl MMOKa HeIoCcTaToOuHo [76—78].

e BuyTpuBeHHas  3amecTHTeNbHas  Tepanus  aibgal-mpoTemHa3sl  MHTUOUTOPOM
(ueoBeYECKUM) pEeKOMEHJIyeTcsl B 03¢ 60 MI/KI eXeHEeIeNbHO JHIaM C JAePHUIUTOM
A1AT d¢enorunoB Pi*ZZ, Pi*ZNull, Pi*NullNull nu6o #c peaxkumu aeduIUTHBIMH

BapuanTtamu ¢ koHmeHtpanueir A1AT mensme 0,8 v/x (11 mxmons/m) crapme 18 mer,
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HaJINYUEM KJIMHUYECKHUX MPOSBIEHUN CO CTOPOHBI opraHoB Asixanus u O®B; 30-65% ot
nospkHoro [9,23,73,78,79,80].

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

KommenTapum. 3amecmumenvras mepanus HanpagieHa Ha 0OCMUdCeHUe U noooepicaHue

kouyenmpayuu AIAT eviwe nopoca 6eszonachocmu — 0,8 2/n. Ycmpanenue oegpuyuma ue

MOdCem BOCCMAHOBUMb NOBPENCOEHHbLE CMPYKMYPblL 1€2K020, HO MOdicem npedomspamums

oanvHeliuee nospexcoeHue Ne20YHOU MKAHU U CMAadUIU3Upo8ams COCMosaHue nayueHma

[79,81].

e VY nanuentoB ¢ aepunutoM A1AT u ODPB; <30% pexkoMmeHayeTcst pacCMOTPETh BOIIPOC O
BHYTPUBEHHOW 3aMECTUTEIbHON Tepanuu [82].

YpoBenb yoenureabHocTH pekoMeHaauuii C (ypoBeHb J0CTOBEPHOCTH 10KA3aTENbCTB 5).

Kommentapumn. B xauecmee apecymenmos 3a nposedenue 3amecmumenbHou mepanuu

gvicmynaem HOMEHYUAIbHAS — BO3MONCHOCMb  YMEHbUUMb  CMEpPMHOCMb,  3aMedIUums

npoepeccuposarue 3abonesanus. OOnako 0oKazamenvbHoOU 0a3vbl Ol  NPOBEOeHUs.
3amecmumenvpHol mepanuu y OAHHOU Kame2opuu NayueHmo8 HedoCcmamoyHo.

e VYV nanuentoB ¢ nepumurom AIAT ¢ ODBI1 >65% penieHue OTHOCUTEIBHO MPOBEICHUS
3aMECTUTEIIbHON Tepanuu PEeKOMEHAYETCS NPUHUMATh B UHAUBHAYAIHLHOM MOPSIKE, C
Y4ETOM IMOTEHLIHAIbHOM BO3MOKHOCTH 3aMEJJIUTh IPOrpeccupoBaHue 3a00J€BaHUS U B
TO K€ BpeMs BBICOKOH CTOMMOCTH TEpalud U OTCYTCTBHEM JOKa3aTeNbHOWU Oa3bl s
JMaHHOU KaTeropuu OONbHBIX [82].

Yposens yoeauteabHocTu pexoMenaanuii C (ypoBeHb J0CTOBEPHOCTH /10KA3aTeJIbCTB 5).
Kommentapuun.  [lpogurakmuueckoe  npumenHeHue  ayeMeHMAyuoOHHOU  mepanuu
HeyenecooopasHo, NOCKOAbKY He Yy 6cex nayueHmos c msaxceavim Oeguyumom AIAT
paseusaemcs dImpuszema 1e2Kux.

Ilpu npunamuu pewienuss omMHOCUMENbHO NPOBEOCHUS 3AMEeCMUMENbHOU Mmepanuu y dmux

nayuenmog cieoyem yuumsleams makue ¢Haxmopwvl, Kax 6o3pacm, Ovicmpoe CHUMNCEHUe

O®DBI, cuudxcenue oughghy3uonHol cnocobHoCmU 1e2KUX U NPo2peccuposane Impusemsvt no

oannvim KTBP opeanog epyoHotl kiemxu.

e BuyTpuBeHHas 3aMecTUTENbHas Tepamus He pekoMmenayercs mamueHtam ¢ XOBJI ¢
reTepo3UroTHeIM reotunom nepunuta A1AT [81,83].

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

KommenTapun. Ponb 3amecmumensHoti mepanuu y OGHHbIX NAYUEHMO8 8 HACmosujee 8pems

He ACHA.

e [lpu mpoBeAeHUU 3aMECTUTENILHOW TEepamuu PEKOMEHAyeTCsl BHYTPUBEHHOE BBEICHHE

anbdal-nporenHaspl MHrHOUTOpa (4yenmoBeueckoro) 1 pa3 B Hemenmto B go3e 60 mr/kr
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[9,84].

YpoBeHb yoequTeJbHOCTH pekoMeHAanuii B (YpoBeHb 10CTOBEPHOCTH 10KA3ATEIbCTB 2).
Kommentapum. bonbuuncmeo ucciedo8anuil, cpasHugasuux 3@@ekmueHocms pasHulX cxem
mepanuu, 8bIABUNIU NPEUMYUYECMBa elceHedeNbHo20 6sedenus npenapama. llokazano, umo sma
cxema noseonsem noooeposcusams ypogeHv AIAT eviuie nopoea 6GezonacHocmu Ha 6cem
uHmepasae mexcoy 66e0eHUAMU U NOBbIULAETN YPOBGEHb AHMUILACNAZHOU AKMUBHOCTIU.
Onpedenenue axmusHocmu anvgha-Il-anmumpuncuna 6 Kposu ¢ yeivio noooopa 003bl
3amMecmumenbHol mepanuy He peKoMeHOyemcs.

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

. [larmentamM ¢ SMuU3EMON JETKMX W XPOHHYECKOH MBIXaTENbHOW HEJ0CTATOYHOCTHIO

PEKOMEHYEeTCsI MTPOBENICHNUE NITUTEIHHOU KUCIOPOIOTEPANNU IO CTAaHAAPTHBIM MOKa3aHUAM (TIOKa3aHUs
cM. Tab61.3) [53,89].

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

Tabnuma 3. [TokazaHus K HA3HAYCHUIO JUTUTEILHOM KUCIOPOA0TEpauu

[Tokazanus PaO, Sa0, Oco0ble yCcIoBHs
(MM pT.CT.) (%)
IAOCOITIOTHBIE <55 < 88 Het
OTHOCUTENBHBIE (TIpY HATHIUH|SS5-59 89 JlerouHoe  cepaue, OTEKH, IOJULUTEMUSA
0COOBIX YCIIOBHIT) (remMaTokpuT >55%)
Het MOKa3aHuil (3al> 60 > 90 JlecaTtypanus pu HarpysKe
MICKIIOUCHUEM 0COOBIX Jlecarypaniyst BO BpeMsi CHa
[YCJIOBHIA) bone3Hh  JETKHX C  TOKEIBIM  JAMCIHOE,
yMeHbIaronmMcs Ha ¢pone O

KommenTapum. Ilapamempul 2azoobmena, na komopwix ochogvleaiomes noxkasanust k JJKT,

pekomem)yemc;z oyeHueantb nojibKo 60 6pem: CMadbuIbHO20 COCMOSIHUSA 50Jleblx, m.e. 4yepes 3-4 neoenu

nociae obocmpenus XOBJI [90)].

3.2. Xupypruyeckue MeToabl JeUeHUus

e [lammentam ¢ XOBJI u OynnesHoit »smpu3zemMoil pPEKOMEHAYETCS TMPOBEICHHE
OyJIJIPKTOMMH MPU HAIUYUU BbIpakeHHOUM oAblku (2-4 crenens mo mMRC), BeI3BaHHOM
CIAaBJIEGHHMEM JIETKOrO KpPYMNHBIMH OyJljlaMH, THEBMOTOpaKca WJIH KpPOBOTEUEHHS

BCJIACTBHUE pa3pbiBa OyJibl, HHGUIMpOBaHUs OyJuIbl [1].
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YpoBenb yoenuteabHocTH pekoMenaanuii C (YpoBeHb J0CTOBEPHOCTH 10KA3aTeJbCTB S)
o IMammentam ¢ XOBJI ¢ BepxHemoyiieBOH 3M(HU3EMOM M HH3KOH TMEPEHOCHMOCTHIO
(hu3MYECKO HArPY3KU PEKOMEHTyeTCs IPOBEACHUE OTNIEPAlUH TI0 YMEHBIIICHHI0 00beMa Jierkux [91].

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

KommenTtapum: [Ipogedenue xupypeuueckoeo ymenvuieHus oovema neekux (XYOJI) y
NAyueHmos ¢ 3mMuzeMol NOKA3aHO Npu HeKoppueupyemou ooviuike (2-4-ii cmeneHu no
wxane mMRC), ODPBI1 < 40% om 0ondicrozo nocie npodwi ¢ bponxonumuxom, OOJI > 200%
om ooaxcnozo, OEJI > 120% om oonxcnozo, chuxcenuu DLco < 50% om 0oadxicHot,
2emepo2eHHOCmuU  dIM@pu3embl ¢ HATUYUEeM UBMEHEHHbIX U 300pP08bIX 30H 6 JIeCKUX.
Ilpomusonokazanuamu k nposedenuro XYOJI y nayuenmos ¢ sm@uzeMoll n1ecKux seisomcs
603pacm cmapuie 75 nem, KypeHue 8 meuenue nocieoHux 6 mecsyes, 1e204Has Unepmen3us,
PaCO:> 6 nokoe 6oree 55 mm pm. cm., DLco < 10% u > 50% om oOondxcuou, msoicenvie

KOHKYypupytowue 3aooneeanus [92,93].

B Hacmoswee epems ons YMEHblUEeHUA obvema necKuUx B03MOJCHO UCNONIb308AHUE U MeHee

UHBABUBHDBIX MEMOO08 C NOMOUWbIO OKKIIIO3UU CE€CMEHMAPHbBIX 6p0Hx06.

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

pexomenayetcs [94-96].

YpoBens yoeauteabHocTu pexoMenaanuii C (ypoBeHb J0CTOBEPHOCTH /10KA3aTeJIbCTB 3).
Kommenrtapuu. V nayuenmos c oeduyumom AIAT smcpuzema uacmo 1noxanuzosana
npeumMyujecmeenHo 6 0Aa3aibHbIX 0MOeNax 1e2Kux Uil HOCUM 2eHepalu308anHblll Xxapakmep,
umo Oenaem evinoanenue XYOJI mexnuuecku 6Oonee CI0MNCHbIM U 6edem K YBelUUeHUIO
cMepmHOCmU.

e Ilpu TspKenoM TeueHHM 3a0osieBaHUs (BbIpakeHHas SMdu3zemMa M OJIbIIIKAa B MOKOE U
MUHHMMaJIbHON (QU3MYECKON Harpy3kKe, COXpaHSIOUIasicsd HECMOTpPS Ha ONTHUMAaJbHYIO
MEIMKAaMEHTO3HYI0 M peaOUIMTAlMOHHYIO TEepanuio) pPEeKOMEHAYETCS pPacCMOTPETH
BOIIPOC O TPAaHCIUIAHTALUU Jerkux [97-99].

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

KommenTtapuu. Buiowcusaemocms y nayuenmos ¢ XObBJI, accoyuuposannoil ¢ depuyumonm

AIAT, nocne mpaucniaumayuu Jjae2KuUX He OMIUYANLACL OM BbIHCUBAEMOCMU NOCHe

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

. Kypcbl nerounoit peaOwiuTanii pEKOMEHAYIOTCS TMAlUEHTaM C AOMQU3EMON JIETKUX W
MOCTOSTHHOM OJIBIIIKOM, HECMOTPS Ha MPOBOJAUMYIO TEPAIHIO0, a TAaKkKe (PU3UUYCCKH HEAKTUBHBIM
0OJIBHBIM C YaCTBIMU OOOCTPEHUSIMH MM HEIIEPEHOCUMOCTBIO u3nieckoli Harpysku [100,101].

YpoBeHnb yoequteabHocTH pexkoMenaanuii C (ypoBeHb JOCTOBEPHOCTH J10KAa3aTeIbCTB — 5)

e PeaOunuranus sBIsSETCSI MHOTOKOMIIOHEHTHOH Mepod. PexoMeHayeTcsi BKIIOYaTh B
MporpaMMy JIETOYHON peaOWIHTAllMi TICHUXOJIOTHYECKYI0 TOIIEPKKYy u Ooppdy c
Jenpeccueii, oOydeHne, HYTPUTHUBHYIO TOIACPKKY W (pu3mdueckyro TpeHuposBky [102].
JmUTeIbHOCTE TaKOW MpPOrpaMMBl HE YCTAHOBJIEHA, OHAKO CUUTACTCS, YTO OHA MOJKET

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

. [lpu mpoBeneHHM JETOYHOW peaOWIUTALMK Yy TauueHToB ¢ sMmbuzemoit nerkux u XOBJI
pPEKOMEHTyeTCs BKITFOYaTh B Iporpammy (uszndeckue TpeHupoBku [104].

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

Kommenrtapuu: Paspabomxa mpeHupo8OUHbIX NpOSpaMm mpedyem uHOUSUOYATbHO20 HO0X00a
U 3a8uUcCum OmM UCXOOHO20 COCMOSIHUSL NAYUEeHMA, CMeneHu mscecmu 3a0601e6anus u
conymcemaylowux 3aboreganutl, a makdce momugayuu. Ilpu Hazuuuu coomeemcmeayIouux
NOKA3GHULL 80 8peMs MPEHUPOBKU clledyem UCNOb308aNb pPA3IUUHble SUObI PECHUPAmMOPHOLL

NnO00EPIHCKIUL.

B xauecmee ¢huzuyeckou mpeHupoBKU MONCHO UCNOTLIOBAND 3AHAMUS HA 0e2080U 00POIHCKe Ul
senoapeomempe om 10 00 45 munym na o0HO 3ausmue ¢ uHmeHcusHocmoio om 50% nurxo6o2o
nompeoOneHusi  KUciopooa 00 MAKCUMATbHO20  YposHs  neperocumocmu  [105]. B
o0bwemepanegmuyeckoll NPaKmuKe npu OMCymcmsuy pecypcos 0 NOTHOYEHHOU peadburumayuu
credyem peKomMenooeams exceonesHvle npo2yaku (nanpumep: 30 munym, 4 km — 6 3a8uUcumMocmu
om usuuecko2o cmamyca), @ maKdce mpeHuposKU ¢ NOMOUbIO CKAHOUHABCKOU X00b0bl. B psioe
NPOSPAMM UMEIOMCS MPEHUPOBKU BEPXHEll 2PYNNbl MbIUY, YMO YIyuuiaem ux QVHKYuio u CUiy

[106].

. PekomenayeTrcst BKIIOWaTh B NOpOrpaMMy  peaOWINTallid  TPEHHPOBKY  JBIXaTENbHOM
MYCKYJATypbl C TOMOIIBIO Pa3JIMYHBIX BUOB YCTPOMCTB (IbIXaTeNbHBIX TpeHakepoB) [107].

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

aghghexm, 0cobenHo 8 couemanuu ¢ 0OWUMU MPEHUPOBKAMU.

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

YpoBeHnb yoequteabHocTH pexkoMenaanuii C (ypoBeHb JOCTOBEPHOCTH 10KAa3aTeIbCTB — 3)

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

MO2ym oKazamvCs nOJIE3HbIMU MHOZOnpO(ﬁuﬂbele 06p6130661m€_/lebl€ npozcpammal.

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

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

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

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

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

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

[108].

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

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

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

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

Kommenrtapum. /lpu yacmom npogeccuonanbHom KOHmMaxme ¢ maKumu Qaxkmopamuy mMoxicem

nompe606ambc;z CMeHa mecma pa60mbl.

6. Opranusanus oka3aHusi MeIUIIUHCKOH MOMOIIH

Iloka3zaHus Ay rocouTadu3aluy B MCIUIIMHCKYIO OpTaHHU3allnIo:

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

22



OJIBITITKA)

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

3) paszButue TsoKenoro odoctpenus XObJI

4) pa3BuTHE THEBMOTOpAKCa

5) HeaPPEeKTHBHOCTH HAYATIHHOHN TEeparnuu 000CTPEHUs

6) BO3HUKHOBEHHE OCTPBIX MIIM 00OCTPEHHE XPOHUYECKUX COMYTCTBYIOIINX 3a00JIeBaHUI

7) crapueckuii BO3pacT.

JleueHne B MEAMIIMHCKON OpraHU3ALMN:

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

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

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

4) oOuwmii (KIMHUYECKHI) aHaIU3 KPOBU Pa3BEPHYThIN

5) wuccnenoBanue ypoBHst C-peakTHUBHOTO OeJika B KPOBU

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

7) snekTpokapauorpaduyeckoe ucciae0BaHne

8) crmuporpadus ¢ OpOHXOAUIATAIIMOHHON MTPOOOIA

9) oleHKa BBIPaXXKEHHOCTH OABIILKHU Mo mkante mMRC

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

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

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

[Toxa3aHust K BBINMCKE MAIIMEHTA U3 MEAUIIMHCKOW OpraHn3alliu:

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

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

3) mamueHT cnocoOeH (ecnM paHee OH HaxXOAWJCS Ha aMOyJIaTOpPHOM BEICHHUN)
CaMOCTOSITENTLHO MEPEBUTATHCS 110 KOMHATE

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

5) kIuHUYECKas CTaOUILHOCTH COCTOSIHUS B TeueHue 12-24 yacos

6) craOwiIbHbIE 3HAUEHUS a30B apTEpPUAIbHON KpOBU B TeueHue 12-24 yacos

7) MauMeHT WIA JHIO, OKa3blBallllee IOMOIIb Ha JOMY, IIOJHOCTHIO IOHHMAaeT
MPaBUJIBHYIO CXEMY IpHeMa MpenapaTon

8) pelieHbl BOMPOCH! JaNbHEHIIEro HAOMIOACHUS 32 MAIMEHTOM (HAIpUMeEp, MOCEHICHUS
MarUeHTa MEUIIMHCKOM CECTPOH, CHA0KEHHE KHCIOPOIOM H MPOIOBOIECTBUEM )

9) manMeHT, ceMbs U JIeYallluid Bpay yBEPEHBI, YTO MAUEHT MOXKET YCIEIIHO YIPaBIsAThCS

B OBITY.

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

NmeroTcsi maHHbIe O BO3MOXKHBIX MPOOJIEeMax BO BpeMsi OEPEMEHHOCTH y HEKOTOPBIX
xkeHmuH ¢ gaedumurom AlAT ¢ denotunom PI*ZZ. Onwmcano yBenuueHHUE YacTOTHI
BBIKUIBIIICH 1 MEPTBOPOKACHUIA, a TAK)KE Pa3BUTHE THEBMOTOPAKCa BO BpeMsi OEpEMEHHOCTH Y
JKEHIIIMH C WCXOMHBIM HanmumumeM Oyiur [114-116]. Tem He MeHee y TAIMEHTOK C TSDKEIOM
aMHU3EMOI HAOIIOJAMCH YCIICIITHO 3aBEPIIUBIINECS TOHOIIEHHBIE OepeMeHHocTH [116].

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

B xoxe anecre3uu mpu omneparusx B BEpXHEM OTJeje OpIOIIHON TOJIOCTH, a TaKXe B
BOCCTAHOBUTEIHLHOM TEPUOJIE HEMOCPEACTBEHHO TIOCIE OIepaldd BaXHYI POJb HIpaeT
MCKYCCTBEHHAs! BEHTHIISILIUS JIETKUX C YJUIMHEHHBIM BBIIOXOM. B mocnieonepanimoHHOM nepuojie
Tak)Ke BaXKHO 00ECTIEUUTh JPEHUPOBAHUE MOKPOTHI.

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

YposeHnb yoenurenbHocTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTEIbCTB 4).

Kpurepuu oueHKku KauyecTBa MeIUIUHCKOH IMOMOLIH

Yposennb Yposenn
Ne | Kpurepuii AOCTOBEPHOCTH | YyOeAUTEIBLHOCTH
JA0KA3aTeNbCTB | PEKOMEH AU

JAuarsocruka dM@pu3eMbl JerKnux

1 | BoimonneH oOmmid GU3NKaIbHBIH 0CMOTP
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BerInonHeHa orieHKa HHEKCa KyPSIIEro YeloBeKa
(mavex-Jyer)

Brimonxnena IMYJIbCOKCUMETPUA

Brimosnnena npunensHas peHTreHorpagus
OpPraHOB I'PYAHOU KJIETKH B IPSIMOM MPOEKIINH

Brmonnena KTBP opranos rpyiHON KJIETKH

BeimonHeHa cimpomeTpust ¢
OpOHXO0IUJIATAIIMOHHBIM TECTOM

VY nanueHToB ¢ KIMHUYECKUMU IPU3HAKaAMU
nedpuruta A1AT BBITOJIHEHO HCCIETOBaHUE
kpoBu Ha A1AT

VY NanueHToB ¢ KIMHHYECKUMHU TPU3HAKAMU
nedunmra A1AT u/unmm CHUKEHHON
koHUeHTpauued A1AT BbIOIHEHO oNpeasieHue
¢dbenoruna u renoruna aepunura A1AT

[Taniuentam ¢ nedunmrom A1AT BEIOTHEHO
Y3U opranoB OprOIIHON MOJIOCTH

Jleuenue 3M(pu3zemMbl JIerkKuX

PexomenoBan oTka3 ot KYpCHU:

ITpu Hanmunn XODBJI Ha3HaueH npenapat s
JedeHus: oOOCTPYKTUBHBIX 3a00JI€BaHUN
JIBIXaTeNNbHBIX MyTeH B (hopMe JUIsl HHTATSAIMNA ¢
KOPOTKHUM CPOKOM JAEUCTBHUSI JIJIsl UCTIOIb30BaHUS
10 MOTpeOHOCTH

[Tpu nanmuuu XOBJI Haznauen npenapar st
JieyeHHst 00CTPYKTUBHBIX 3a00I€BaHUN
JbIXaTeNbHBIX MyTel B (hopMe AJIs MHTATSALUH C
JATENbHBIM cpokoMm nevicteust (JJBA, JHAX
nmu komouHanmu JIJIAX/JIJIBA)

Hexypsmum nauuenTam ctapie 18 jer ¢ ¢
nedurnurom A1AT denotunos Pi*ZZ, Pi*ZNull,
Pi*NullNull n16o ¢ peaxumu nepuIUTHBIMU
BapHaHTaMH NIPY HAJTMYHAN PECTTHPATOPHBIX
cuMnToMoB, ypoBHe A1AT <11 mxmons/n, ODB;
B nipezenax 30—65% Ha3zHaueHa 3aMeCTUTETbHAS
Tepanus

IIpu Sa02 < 88% HazHaueHa AJUTEIbHAS
kuciopogorepanus (JJKT)
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Ipuaoxenue Al. CocraB padoueil rpynmnbl mo paspadorke M NmepecMOTpPy

KJIMHUYEeCKUX PeKOMeHIaAuil

benesckuit Aunpeit CtanuciiaBoBu4

3aBenytomuii kadenpoii myasMmoHonorun ®I'bOY BO
«Poccuiickuii  HalMOHAJBHBIM  HCCIIENOBATEILCKUN
MenuuuHckuil yauBepcuter um. H.W. [Muporosa» M3
P®, npesuaent Poccuiickoro  pecnupatopHOro
obmrectBa, mpodeccop, A.M.H.

I'emOunkasg TaresHa EBrenneBna

PykoBoaurens oTnena TEepaneBTUYECKON
nysnsMoHosoruu, HUUIT ®I'bOY BO «llepsbiit CaHkT-
[TerepOyprckuii  rocyJapCTBEHHBIM — MEIMITMHCKUMA
yHuBepcurer uMm. akan. MW.II. IlaBnoBay M3 PO,
npodeccop, A.M.H.

Hemko Npuna BiagumuposHa

3aBenytomias kadenpoii BHyTpeHHUX Oomnesneid Ne 2 ¢
kypcom  IIO oI'bOY  BO "KpacHosipckuii
TrOCYJapCTBEHHBIM MEIUIIMHCKUI YHUBEPCUTET HM.
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Kapuesckas Haranes AnaTonbeBHA

Hayunsiii corpynauk ®I'bY «HUU mynsMoHOIOTHNY
®MFBA Poccun, K.M.H.

Jlemenko Urops BuktopoBny

[Tpodeccop xadenpbr GTUMaTpuu U MyJIbMOHOJIOTUU
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BHEIITAaTHBIN CHELMATUCT-ITYIbMOHOJIOT M3
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[Hynbxxenko Jlapuca BragumuposHa | 3aBeayrolnas myJbMOHOJIOTHYECKUM oTAeneHueM I'bY3
«HayuHo-uccnenoBatenbCckuii MHCTUTYT — KpaeBas
knmuHudeckas OonpHMIa Ne 1 wm. mpod. C.B.
Ouanosckoro» M3 KpacHogapckoro kpasi, TIJIaBHBIM
BHEUITATHBI  CIIELMAIMCT  TEPANEBT-IIyJIbMOHOJIOT
KpacHogapckoro kpas, A.M.H.

Kondaukr narepecos:
Hukto u3 uneHoB pabouell rpynmbl HE MMEET KOH(IIMKTa WHTEPECOB, CBSI3aHHOTO C

pa3pa60TI<0171 U BHEAPCHUEM B KIIMHUYCCKYIO IMTPAKTUKY JaHHBIX KIIMHUYCCKUX peKOMeHHaHHﬁ.
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Ipuiaoxenue A2. MeTomos10rusi pa3padoTKu KINHAYECKHX PEKOMEeHTalni

IleaeBasi ayIUTOPHUA JAHHBIX KJIMHUYECKHX PEKOMEHIAIIMIMA:

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

Bpau-TepPaIeBT 0IPOCTKOBBIII;

wok » N

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

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

Metoabl, HCIIO/Ib30BaHHbIE 1JIs1 OLCHKH KAa4eCTBAa U CHJIBI I0Ka3aTe/lbCTB:

KOHCEHCYC DKCIIEPTOB;

OLICHKA 3HAYMMOCTHU B COOTBETCTBUHU C PEUTUHIOBOM CXEMOM.

Metoabl, HCII0/Ib30BAHHBIE /ISl AHAJIN3a 10KA3aTeJIbCTB!

0030pbI OIMyOJMKOBAHHBIX METAaHAJIN30B;

cucreMaTuyeckre 0030pbl ¢ TaOIMIIaMU JI0Ka3aTeIbCTB.

Onucanue MeTO/10B, MCIIOJIb30BAHHBIX /ISl AHAJIN3A I0Ka3aTeJbeTB. [Ipu oTOope
nyOauKanuil, Kak HOTEHIUAIbHBIX HCTOUHUKOB J0KA3aTeNbCTB, UCIOIb30BaHHAS B KAXKJIOM
UCCIIEIOBAaHUU METOAOJIOTHS U3ydaeTcs AJIs TOro, YTOObI YOeTUTHCS B €€ BaJIMIHOCTH.
Pe3ynbTraT n3ydeHus BIUSET HAa YPOBEHb J1I0KA3aTeNbCTB, IPUCBAUBAEMBbII MyOIUKAIMH, YTO B
CBOIO OUYEPE/Ib, BIUSAET HA CUITy PEKOMEHIallui.

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

Ta6mmma 1. Illkana omneHkW ypoBHeW AOCTOBEpHOCTH JokazatenbcTB (YI[l) mms meromos

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

yaa Pacum¢poska

1 CucremaTriueckde 0030pbl  HCCIIEAOBAaHUH C KOHTPOJeM pedEepeHCHbIM METOIOM WU
CUCTEeMAaTUYECKUI 0030p PaHIOMHU3HPOBAHHBIX KIMHHYECKUX HCCICIOBAHHUA C MPUMEHEHUEM
MeTa-aHajm3a
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OTnenpHBIE WCCICOOBAaHUS ¢ KOHTPOJAEM pedepeHCHBIM METOJIOM WM OTACIIbHEIC
PaHAOMU3HMPOBAaHHBIC KIIMHUYECKUE WUCCIICAOBAHUS U CHCTEMAaTHIECKUE 0030PhI MCCIICIOBAHUMA
mo00T0 Mu3aifHa, 3a HWCKIIOUYCHHWEM paHIOMH3WPOBAHHBIX KIWHUYECKHX HCCIICIOBAHUH, C
MPUMEHEHUEM METa-aHalnu3a

Hccnenoanus 6€3 OCIeI0BATEIIBHOTO KOHTPOJIS pehepeHCHBIM METOAOM WJTH MCCIICTOBAHUS C
pedepeHCHBIM METOJIOM, HE SBJISIFOIIMMCS HE3aBUCHMBIM OT HCCICIYEeMOTO METOAa WIH
HepaHJIOMHU3UPOBAaHHbIC CPAaBHUTEILHBIC HCCIIEAOBAHMS, B TOM YHCIIE KOTOPTHBIE UCCIICIOBAHMS

HCCpaBHI/ITCHLHLIe HuccjICa0Band, ONMMCAHUC KIIMHUYCCKOro Ciiy4as

Hmeercs mumb 000CHOBaHHE MEXaHH3MA JICUCTBUS WM MHCHHUE OKCIIEPTOB

Ta6mmua 2. Illkana omeHKW ypoBHeW AOCTOBepHOCTH mokazaTenscTB (Y[) mms meromos

MpoUIAKTUKY, JIEUeHWsT ¥ peadwmmTanuu (MpoQHiIaKTHIeCKuX, JIe4eOHBIX, pPeaOMITHTAIIMOHHBIX

BMEIIIATEIHCTR)

YA

Pacun¢poska

Cucrematnueckuii 0630p PKU ¢ npumenennemM mera-aHanmsa

2 Otnenvubie PKU u cucremarndeckue 0030pbl HCCIIEOBaHUHN JIIOOOTO IW3aiiHa, 32 UCKII0UYEeHHEM
PKW, ¢ npuMeHeHneM MeTa-aHanu3a

3 HepaHILOMI/I?;I/IpOBaHHLIC CPaBHUTCIILHBIC UCCJIICAOBAHMs, B T.4. KOTOPTHBLIC UCCIICAOBAHUA

4 HecpaBHuTenbHble HCClIEIOBaHMS, ONUCAHWE KIMHUYECKOTO Cllyyass WIM CEPUH CIIydaes,
UCCIIEIOBAHUS «CIIy4ail-KOHTPOJIbY

5 Umeercss smmb 00OCHOBAaHME MEXaHM3Ma JEWCTBUSL  BMEIIATENBCTBA  (AOKIMHUYECKHUE

I/ICCJ'IeIIOBaHI/ISI) HJIM MHCHHE DKCIICPTOB

Taoauma 3. Illkana omneHkn ypoBHe# yOemutenbHOcTH pekomeHmanuil (YYP) mist mMeTomoB

NpOQUIAKTHKY, IUATHOCTUKH, JIEYeHUS M peadmimTanuu (MpOQUIAKTHUECKUX, JUATHOCTHYECKUX,

Ne4eOHBIX, PeaOMITUTAIMOHHBIX BMEIIATEIHCTB)

YYP Pacuingposka

CunbpHas pexkoMeHnmanus (Bce paccMaTpuBaeMble KpUTepuu 3PPEKTUBHOCTU (HMCXOBI)
SIBJIIIOTCS BaXKHBIMH, BCE HCCIICIOBAHHMS HMEIOT BBICOKOC WJIH YIOBJICTBOPUTEILHOE
METOJIOJIOTUYECKOE KadeCTBO, WX BBIBOJBI 110 HWHTEPECYIONIUM MCXOJaM SBIISIFOTCS
COTJIaCOBaHHBIMHU)

VYcnoBHas pexkoMmMeHAauusi (He BCe paccMaTpuBaeMble KpUTEpHH 3(GQHEKTHUBHOCTH
(Mcxonpl) SIBASIOTCSL  BaKHBIMH, HE BCE HCCIEJOBAaHMS HMMEIOT BBICOKOE WIIH
YJIOBJIETBOPHUTEIILHOE METOJIOJIOTMUECKOE KAUECTBO M/MJIH WX BBIBOJBI 10 HHTEPECYIOIINM
MCXO0JIaM He SIBIISIIOTCSI COTJIACOBAHHBIMM)
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C Crmabass pexomeHmanusi (OTCYTCTBHE JOKa3aTeNLCTB HAJUICKAIETo KadecTBa (Bce
paccMmaTtpuBaeMble KpuTepud 3((GEKTUBHOCTH (MCXOMBI) SBISIFOTCS HEBOKHBIMH, BCE
UCCIICIOBAHUSI WMEIOT HH3KOE METOJOJIOTHYECKOe KadecTBO W WX BBIBOABI  TIO
WHTEPECYIOIIUM HUCXO0JIaM HE SIBIISIOTCS COTJIACOBAHHBIMH)

[Topsimok 0OHOBIIEHUS KIIMHUYECKUX PEKOMEH AU,

MexaHu3m OOHOBIIEHUS KJIMHUYECKUX PEKOMEHAAINN TPpelyCMaTpUBaeT X
CUCTEMAaTUYECKYIO aKTyallM3alllIo — HE PeXe YeM OJMH pa3 B TPU rojia, a TAKXKe MpHU MOSIBICHUN
HOBBIX JIAaHHBIX C MO3UIIAU JOKA3aTEIIbHON MEIUIIUHBI IO BOMPOCAM JUATHOCTHKH, JICUCHUS,
npOoQUIAKTUKY U PeadMIINTAIMU KOHKPETHBIX 3a00JIeBaHUH, HATUYHHA 000CHOBAHHBIX

JIOTIOJTHEHNI/3aMeuanuii K paHee yTBepkaEHHbIM KP, HO He yame 1 paza B 6 mecsiies.

Ipunoxkenune A3. CipaBo4HbIe MaTepHAJIbl, BKIKYAas COOTBETCTBHE
NMOKA3aHMH K MPUMEHECHUIO H IPOTUBONMOKA3AHUM, ClIOCO00B NPUMEHEHUS U
103 JIEKAPCTBEHHBIX NPENapaToB, MHCTPYKUMHU MO MPUMEHEHUI0

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

yrBepkaeHuH [lopsaka oOkazaHus MEIUIMHCKOM IOMOLIM HAaceleHHI0 IO MPOoQHII0
«ITYJIbMOHOJIOTHSI.

2. Cra"mapT MEAMIIMHCKONW TOMOIIM OOJBHBIM XPOHUYECKOW OOCTPYKTHBHOU OOJIE3HBIO
Jerkux (Mpu  OKa3aHUM  CHELMATM3UPOBAHHOM  IIOMOIIM), YTBEPXKAEH IMPUKA30M
MunucTepcTBa 31paBooxXpaHeHus U corpaibHoro pa3sutus PO ot 11 mas 2007 r. N 327.

3. CraHaapT MEIUIMHCKOM MOMOIIM OOJbHBIM XPOHUYECKOH OOCTPYKTUBHON OOJIE3HBIO
Jerkux (MpH OKa3aHWU amOyJIaTOPHO-TOJIMKIMHUYECKONW MOMOIIM), YTBEPXKAECH MPHUKa30M
MuHucTepcTBa 3paBooXpaHeHus U couuanbHoro pa3Butus PO ot 23 Hos6ps 2004 roga N
271.

4. Cra"papT MepBUYHONM MEIMKO-CAaHMTAPHON TIOMOLIM MpHU OOOCTPEHHH XPOHUYECKOM
OOCTpYKTHBHOI OOJIE3HU JIETKMX, YTBEpXKJEH NMpHKa3oM MUHHCTEpCTBA 3paBOOXPaHEHUS
Poccuiickoit ®deneparuu ot 20 nexadbps 2012 r. Ne 1214.

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

«00 YTBCPIKACHHUU KPUTCPUCB OLICHKU Ka4YCCTBA MEIUITUHCKON OMOIIII.
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Ipuioxkenue b. AJiropuT™Mbl 1eCTBHH Bpaya

MaumeHT c nogo3peHnem Ha gednumt A1AT

MaToreHeTMyecKan

KoHueHTpauu
aAlATs
KpnoBu <0.9

TepannAa OCHOBHOTIO

3aboneBaHuA

KoHcynbTauma
npodunabHOro

cneunanncrta

AduarHoctunka
nopakeHua
OpraHos-

MmuwweHel (KTBP,
RN VA4 A/v

OnpepeneHune

deHoTUNA

A
\ 4

(anekTpodopes)

mnnun

\4

[unarHos noarsepKaeH

3aboneBaHue nerkux 3abonesaHue neyeHu

A

HabntoaeHune

PekomeHaaLmm no nameHeHuno obpasa
HU3HU

CumnTomaTMyecKan Tepanua

PeleHune Bonpoca o TpaHcnAaHTaumm
neyeHm

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

-Bospact > 18 net

~

HET JA
HabnioaeHue 3amecTuTenbHasa Tepanusa
PekomeHaauum no

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

Hedpunut anbda-1-aHTUTPUIICHHA — ITO HACJIEACTBEHHOE 3a00JieBaHME, BBI3BAHHOE CHUKCHHEM
YpOBHS (WJIH OTCYTCTBHEM) O€llka, KOTOPBIM OJOKUPYET MOBPEXKIAOIIEEe ACHCTBHE HEKOTOPHIX
(dbepMeHTOB.

Hedpunut anbda-1-aHTUTpPUIICHHA TPOSIBISETCS CHUXKEHHEM ero ypoBHsS Huwxke 0,8 r/n
(11 mxmonw/n). Ero HemocTaTok MOXKET BBI3BaTh pa3pyllIeHUE TKaHU JIETKUX (dMpuzemy),
pa3sBUTHE XPOHUYECKOH 0OCTPYKTUBHOW OOJIE3HHU JIETKUX WM 3a00JI€BaHUE MTEYCHHU (LIUPPO3).
3aboseBaHue JIETKMX 00BIYHO HaunMHaeTcsl B Bo3pacTe 20—40 yeT ¥ mposBIsSETCs OJIBIIIKON Mpu
buznyecKoil Harpy3Ke, XpUraMu B TPYIU U KallIeM.

[Toce MOCTaHOBKM JIaHHOTO JMArHo3a NEPBBIM M CaMbIM Ba)KHBIM IIaroM SBJIETCS OTKa3 OT
Kypenusi. Kypenue BbI3pIBaeT paspylieHue anbda-l-aHTUTPUICHHA B JIETKUX W YCHIIMBACT
MOBPEXKACHUE JIETOYHOW TKaHHW, a 3HAYHUT, YCKOPSeT IporpeccupoBaHue Oomnesnu. Cremyer
u30eratb peryispHOr0 KOHTaKTa C JbIMOM, pA3UYHBIMU adpO30JIIMU, TaK K€ Kak u
«IaCCUBHOTO KypeHHs». JlomMa kenaTreabHO OrpaHUYUTh KOHTAKT C OBITOBOW XMMUEH, MbLIbIO,
JIOMAITHUMU 5KHUBOTHBIMHU.

Jleuenue Oo0Ne3HU IIETKUX, KaK TPaBUIIO, BKIOYaeT B ceOs mpemapaThl i JI€UEHUs
00CTPYKTUBHBIX 3a00JI€BaHMI JbIXaTEeNbHBIX NMyTed B (opMe Ui WHTAISLHMA, PacIIUupSIIONIe
OpoHXM M yMEHbUIAIOIIME BOCHAJEHUE B HUX, KUcIopoaoTepanuto. [Ipu Hanuumm mnokasaHui
Ball JieYaluil Bpay MOXKET Ha3HAUUTh TaK HAa3bIBAEMYIO 3aMECTUTENIbHYIO TEpamuio —
eXKeHe/leJIbHOe BHYTPUBEHHOE BBEJCHHME OYMIIEHHOTo anb(al-mpoTerHassl HMHIHOUTOpPA
(4eIoBeUeCcKOro), MOJIy4EHHOI0 U3 TOHOPCKOM MIa3Mbl KPOBH.

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

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

WNudexkunn ocobeHHO omacHbl JUIsl Bamux Jerkux. I[1o Bo3MOoKHOCTH n30eraiite KOHTakTa ¢
OOJBHBIMU TPOCTYJOW, rpunmoM. [Ipy MOBBILIEHUH TeMIEpaTypbl Tejla CBOEBPEMEHHO
Ha4YMHANTE KapOIOHMKAIOIIYIO TEPAIIUIO.

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

yIpaKHEHUH.
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Ipunoxenue I'l. HIkaabl onieHKH, BONPOCHUKH U APYyrue OlleHOYHbIE
HHCTPYMEHTBI COCTOSIHUSA MAIUEHTA, IPUBeIeHHbIC B KIIMHUYECKUX
PeKOMEeHAAuUAX

Hpuaoxenue I'l. Onenka oabliky no meajge mMRC

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

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

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

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

Crenenb TaxecTb Onucanue
0 HET S 4yBCTBYIO OJIBILIKY TOJBKO MPHU CUIIbHOW (PU3UUECKON HArpy3Ke
| Sl 3amgpixatock, Korma OBICTPO WAy TIO POBHOH MECTHOCTH WM
JIerKas
MOTHUMAIOCH TI0 TIOJIOTOMY XOJIMY
N3-3a 0JpIIIKY 51 XOKY 110 POBHOM MECTHOCTU MEJJIEHHEE, YEM JIFOAU TOTO
2 CpemHsist ’K€ BO3pacTa, WM Yy MEHS OCTaHaBJIMBAETCS JAbIXaHUE, KOT/a i WAy IO
POBHOM MECTHOCTH B IPUBBIYHOM JIJISl MEHS TEMIIE
3 A 3agpixaroch mociie TOro, Kak mpodmy mpumepHo 100 M, wim mocie
TsDKENast .
HECKOJIbKMX MUHYT XOJIbOBI TI0O POBHOYM MECTHOCTH
4 OUYeHb Y MeHs CIHMIIKOM CHUJIbHAsl OJBIIIKA, YTOOBI BBIXOAWUTH U3 JIOMY, WU S
TsDKENast 3a/1bIXa10Ch, KOT'/1a OJIEBAIOCH WM Pa3/IEBAIOCh

Kimrou (wHTEepnpeTanus): TanueHTy MpeiaraloT BbIOpPaTh OJHO W3 IISATH YTBEPMKACHHH, KOTOpOE
Haubosee OJIM3KO OMHCHIBAET €T0 CTENEHb TSDKECTH OABIIIKH: OT 0 («S 4yBCTBYIO OJBIIIKY TOJBKO MpPHU
CWJIBHOH (pU3U4ecKOl Harpy3ke») 10 4 («y MEHs CIIMIIKOM CHUJIbHAs OJBIIIKA, YTOOBI BEIXOJIUTH U3 JIOMY,
WM 5 33]IBIXAI0Ch, KOT/Ia OIEBAIOCh WITH Pa3JeBAIOCh).

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