®DenepanbHoe rocynapeTBenHoe GiokeTHOE 06Pa3oBaTEIbHOE YUPEkKACHHE BBICLIErO obpa3oBaHus
" ~ ~ ~
KpacHospckuii rocynapcTBeHHbIH MeqMUHHCKHMIA YHHMBEPCHUTET MMeHH npodeccopa B.d.BoiiHo-
Slceneuxoro" MunnctepeTsa 3apasooxpanenus Poccuiickoii ®Genepaunn

Kadenpa suyrpennnx 6onesneii Ne 2 ¢ kypcom IO

Penensus 1.m.1., 3aB. kadenpoii BuyTpennnx Goesneii Ne 2 ¢ kypecom I1O, npod. Jemko Hpunsr
Baaxumuposnbi Ha pedepat opannatopa nepsoro roaa obyuenns no cneunansnoctn «Tepanusy,
Anamsan Puncume Amorosust no teme: «ledpuuur anbda-1-aHTHTPHIICHHA Y B3POCJBIX»

PeueHsns Ha peepar — 3T0 KpUTHUECKHIT OT3BIB O MPOBEACHHOM CAMOCTOATENBHOM paBoTe OpAMHATOpa
C JIMTEPaTypoH Mo BeIOPaHHOM CrIELHATBHOCTH 00YYEHHS, BIJTIOYAIOLIMI AHAIW3 CTENEHH PacKpBITHS
BbIGPaHHOH TeMaTHKH, lepedHcIIeHHe BO3MOKHBIX HEOYETOB H PEKOMEH/IALHH 110 OLIEHKE.

O3HakOMHBIIMCE C pedepaToB, Npenofasatens yGexIaeTCa B TOM, YTO OPAHHATOP BIAJEET OMHCAHHBIM
MaTepHAJIOM, YMEET €ro aHaJIM3HpOBaTh H CNOCOOEH apryMEHTHPOBAHHO 3aLUMILATh CBOIO TOUKY 3PEHHMA.
Hanucanue pedepata npousBoaHTCS B POU3BONBHOM (OPME, OIHAKO aBTOP J0JLKEH MPHAEP)KUBATHCS
OMNpe/eNieHHbIX HerIaCHbIX TpeboBaHuii No copepxanuio. Jlns Gonbuiero yno6cTsa, SKOHOMHH BpEMEHH
H MOBBILUECHHS HAIJISAIHOCTH Ka4yecTBa paboT, HaMH ObUTH BBEACHBI CTAHIAPTH3UPOBAHHBIE KPHTEPUH
OLIEHKH pedepaToB.

OCHOBHBI€ OLIEHOYHbIE KPHUTEPHH:

OUEHOYHBIH KpUTEpHH [10/10)KHTeNbHBIH/OTPHLIATEMbHBIN

1. CTpyKTypHpOBaHHOCTb

2. Hanuuue opdorpadpuueckux omnbok -
3. CooTBETCTBHE TEKCTa peepaTa ero Teme =+
4. BnajseHHe TEPMHHOJIOTHEH -+
5. TlonHoTa M riiyOHHA PacKpbITHS OCHOBHBIX

MOHATHH TEMBI <+
6. JIOrMYHOCTb JOKa3aTebHON 0a3bl T
7. YMeHHe apryMEHTHPOBaTh OCHOBHbIE

TMOJIOXKEHHS M BBIBOJIbI ﬂ'
8. Kpyr HCrO/b30BaHHs U3BECTHBIX HAy4YHBIX +

WCTOYHHKOB
9. YMeHue caenaTh 061HH BbIBOJ i

Hrorosasi OUeHKa: nonomurenbuan/mpuua'renbnan
e R O U B

KoMMeHTapHH pelleH3enTa: k&uu;,{a Yy reel
TeMlie PAclpp i A nOAMLOe TR
Ueioreritedcte fd -4 JOOBAN para:
000 LIS 108 (9 hpisites ot

//

IMoanucey peuenienTa:

R baceseo

IMoanuch opannaTopa:




denepanbHOE rOCYIapCTBEHHOE OOI)KETHOE 00Pa30BATEIBHOE YUPEKICHNE
BbICIIEr0 oOpa3zoBaHus "KpacHOSpCKU rocy1apCTBEHHBIN MEIUIIMHCKUAM
yHUBepcUTEeT uMeHu npodeccopa B.D.BoiiHo-fcenenkoro" Munucrepcta
3apaBooxpanenus Poccuiickon @enepanuu

Kadenpa BayTpennux 6onesneit Ne2 ¢ kypcom [10

3aB.kadeapoii: 1.M.H., mpodeccop demko U. B.
PykoBoauTens opauHaTphl: K.M.H., 1o11eHT MocuHa B. A.

PEODEPAT Hna Ttemy:
«dedumut anbda-1-aHTUTPUNICUHA Y B3POCITBIX)

Beimonauna:
Opnaunatop 1 roga
OO6yuenus, AnamsH P. A.



Conep:xanue

Cnucok cokpanieHui

TepMuHBI U onIpeeeHns

1. Kpatkas uadopmarnms

1.1 Omnpenenenue

1.2. DnuneMuosiorus

1.3. DTuonorus v maToreHe3

1.4 . Konupoanue no MKb-10

1.5. Knaccuduxanms

1.6. Knuauveckue nposiBIeHUS

1.7. ITporuos

2. [IlnarHoctuka

2.1. ’KanoOwl 1 aHamMHE3

2.2. dusukanpHOE 00CIe0BaHNE

2.3. JJaboparopHasi TMarHOCTHUKA

2.4. UncTpyMeHTalIbHAsA TUATHOCTHKA
2.5. Has nuarnoctuka

3.Jleuenue

3.1. KoHcepBaTuBHas Tepanus
3amecTuTeNnbHAs Teparus

Tepanusa XObBJI npu nepuiure A1AT
3.2. Xupypruueckrue MeTO/Ibl JICUCHUs
4. Ilpodunaktuka

5. Ocobble cuTyaruu

6. Criucok auTeparypsl



Cnuccok coKpameHuii

Al1AT — anbda-1-anTuTpUNCHH

AJAT — ananuHamuHoTpancdepasa

AcAT - acnapratamuHoTpaHncgepasa

I'TT - ramma-rayramuiarpancgepasa

JHK — ne30xkcupnGOHyKJIEHHOBASA KUCJI0TA
KT — komnbroTepHasi ToMorpadus

KTBP — komnbroTepHas Tomorpagus Beicokoro paspeuienus MKb-10 — mexxaynapoanas
cTaTUcTHYeCKas Kiaccupurkanus 6ose3nei 10-ro

nepecMoTpa

OEJI — o0masi eMKOCTb JIeTKHX

OOJI - ocTaTO4YHBIN 00BEM JIETKHX

O®B; — 00beM (opcHPOBAHHOTO BBII0XA 32 1-10 CEKYHIY
DKEJI — opcupoBaHHas }KH3HEHHAS] EMKOCTD JIETKUX
XOBJI — xponn4yeckasi 00CTpyKTHBHasi 00JIe3Hb JIETKHX
UK — HIn¢pd—-itognasn kucjaora

IgA — nMMyHOrJ100yJIMH KJIacca A



Tepmunbl 1 onpeneseHust

Anbda-1-aHTUTPUTICUH — HHTHOUTOP TIPOTEa3 CEMEHCTBA CEPIITHOB, IIPEUMYIIIECTBEHHON MHUIIIEHBIO KOTOPOTO SBIISIETCS
HEeUTpoQMIbHAS 3J1acTa3a.

Hefitpodunbaas smacta3a — pepMEHT IMHUPOKOTO CIIEKTPa ASHCTBUS, KOTOPBIA pa3pymIaeT 3JacTHH, KOJUTareH,
MPOTEOTIMKAHBI U APYTHe KOMIIOHEHTHI 3KCTPAISIUTIOIIIPHOTO MaTpUKCA.

OMpuzemMa — HAIM4KE TOCTOSIHHOTO PACHIMPEHUS IBIXaTeNbHBIX MMyTeH TUCTalbHee TEPMUHAIBLHBIX OPOXHOIL, CBA3aHHOE
C IECTPYKUUEN CTEHOK aJIbBEO.

XpOHI/I'-ICCKaSI O6CprKTI/IBHa$I 00JIE3HD JIETKUX — 3a6OJ'IeBaHI/Ie, XapaKTepusyronieecs NepCUCTUPYOMUM OrpaHUYICHUCM
BO3QYUIHOI'O IIOTOKA, KOTOPOE 0OBIYHO MIPOTPECCUPYET U ABJIACTCA CICACTBUEM XPOHUYIECKOI'0 BOCTIAIMTEIIBHOT'O OTBETA
JbIXaTCIIBHBIX HYTGﬁ M JISTOYHOM TKaHU Ha BO3JICHCTBHUE HHIaJIMPYEMBIX IMMOBPEKAAIOINX YaCTUL] UJIA Ira30B.

1. KpaTkas nndgopmanus

1.1 Onpenesenue

Hedunur anpda-l-anturpuncuna (A1AT) — reHeTHUECKU TeTEPMUHUPOBAHHOE 3a00JIeBaHNE, BEI3BAHHOE
HenocTaTOYHOCTHI0 A1AT B CEIBOPOTKE KPOBH H MPOSBIIAIONIEECS B BUAEC XPOHUUECKON 00CTPYKTUBHOM OOJIE3HH JIETKHX
(XOBJI), smM(puzembl JIETKUX, TOPAKEHHS TICUSHH U COCYIOB.

1.2. DnuaeMuoJIorus

Tounas pacnpoctpaneHHOCTS epuimta A1AT B OONBITUHCTBE MOMYJISALUN HEM3BECTHA, Y MHOTHX JIUI] OH OCTAeTCs
HEJUArHOCTUPOBAHHBIM.

ITo nanueiM EBporneiickoro nerouHoro goujaa, B ctpaHax EBponsl pacipoctpaneHHocTh nedunuta A1AT BappupyeT B
npezenax 1k 1800—2500 HOBOPOXICHHBIM, YTO COCTaBIIsAET opsiaka 125 Teic. yenosek [1, 2].

B Poccuiickoit @epepanini MaciTaOHBIX SMHIEMHOIOTMYECKIX HCCIIC0BAHUN TI0 PACTIPOCTPAHEHHOCTH JIeHUIIUTA
A1AT He npOBOAUIIOCH.

B ciryuaiiHoii BEIOOpKE pycCKUX M3 pa3IHUHBIX o0nacTell eBporeiickol yactu Poccun wactora Z-amnenu kojaedanach oT
0,3 no 1%, wacrora S-amnenu — ot 0,2 1o 1,5%. o pacueram, B eBporeiickoit uactu P® okoso 17,7 ThIC. TOMO3UTOTHBIX
WJIM KOMITayH/I-TeTePO3UTOTHBIX JII 110 S- WM Z-aJiely, a Takke 2,6 MiTH. Hocutenei. B aznarckoil yacti 3T nudpsl
coctaBisitoT 1,2 Thic. 1 500 ThIC. cooTBeTcTBeHHO [3]. OHaKko cyauTh o yactrore neduuura A1AT B poccuiickoi
MOIYJISIIIMY Ha OCHOBAHWH DTHX CBEJICHUN HE MPE/ICTABIISETCS BO3MOKHBIM.

Pacnpocrpanennocts nepuunta A1AT cpenn nanuentos ¢ nuarnoctupoBanHoi XOBJI TouHO Hens3BecTHA, OHAKO 110
pe3ynibTataM HeOOJBIINX UcCieoBanuii coctanisieT ot 1 1o 5% [4, 5].

B 1984-2000 romax B P® mposeneHo uccienoBanue no onpeneneanto yposus A1AT B ceiBopoTke kposH y 366
MAIMEeHTOB C OPOHX00OCTPYKTHBHBIMHE 3a00eBanusiMU. Cpe/n 00cieJoBaHHBIX 00JIbHBIX BbIsiBIICHO 11 (3,3%)

TOMO3MTIOTHBIX HocuTeneh ZZ-amneneit u 5 (1,5%) nocureneit SS-amneseii [6].

1.3. DTHOJOrus ¥ IATOreHe3




Anbpa-1-aHTUTPHUIICUH — OJTHOIICTIOUYCYHBIH IITMKONPOTEHH Maccoi 52 k/la, ”HTHOUTOP MpoTeas ceMeicTBa CEPITUHOB
(serin protease inhibitor — serpin), npernMyIeCTBEHHO# MHIIIEHBIO KOTOPOTO SIBISIETCSI HEWTpOodHIiIbHAs dacTasa.
Hefitpodunbaas smactaza — pepMEHT IMHUPOKOTO CIIEKTPa ASHCTBUS, KOTOPBIA pa3pymIaeT 3JacTHH, KOJUTareH,
(UOPOHEKTHH, TAMUHWH, IPOTCOTIMKAHBI M JPYTrHe KOMIIOHEHTHI SKCTPAIEILIIOIAPHOro MaTpukca [4].

Anbda-1-anTutpurncut odecnieunBaet 0onee 90% 3aIUTHI OT MPOTCONUTHUECKON HATPY3KH HA HHXKHHE JIbIXaTEIbHbIC
mytu. Kpome Toro, A1AT o6nagaer npoTHBOBOCHAIUTEILHBIM, UMMYHOMOYTHPYIOIIUM, aHTHOKCHIAHTHBIM,
OaKTEPUITUIHBIM U JPYTUMH CBOUCTBAMHU, OOYCIOBIHUBAIONIMMHU €0 MPOTEKTUBHOE JICHCTBHE HA JIETOUHYIO TKaHb [7, 8].

I'maBubM ncTouHUKOM A1AT SBASIOTCS TeNaTOLUTHL, HO CHHTE3UPOBATh €0 MOT'YT U MOHOHYKJICapHbIE (DaroiuThl,
HEUTPO(UIIBI, KIICTKH SIUTENUS CIIM3UCTOM JBIXaTSIIbHBIX MyTeH M KUIICYHUKA [4].

I'en, otBeuaromiuii 3a npoaykiuio A1AT, Hocut aBa HazBanus — SERPINAL (anru. serpin peptidase inhibitor, clade A),
wiu Pi (proteinase inhibitor) u pacnionoxen Ha 14-it xpomocome (140932.1) [9-11]. On oTiiMuaeTcst BHICOKOI
NOJTUMOP(HOCTBIO: K HAaCTOsIIIEMY BpeMeHH onucano 6osiee 100 BapuanToB ayuteneii [7], U3 HuX B 6a3y JTaHHBIX O
myTanusiM destoBeka (HGMD) Borwio 6ostee 50 maToreHHbIX MyTaIuii.

Bce amnenu knaccuuImUpyroTcs B 3aBUCUMOCTH OT TUIA3MEHHOM KOHIIEHTpaIuK U cBOMCTB A1AT Ha clieyroIme THUIIbI

[4]:

U HOpMaJIbHBIC aJljIesd, OTBETCTBEHHbIE 32 BEIpab0oTKy A1AT ¢ HOpMaTBbHBIMH CBOWCTBAMU U B IOCTATOYHOM
KOJINYECTBE;

[ JneQUIUTHBIEC aJJIeNN, IPYU KOTOPBIX BhIpabaThIBaeTCsl HEJOCTaTouHOoe KomuecTBo A1AT;
O HyJIeBbIE aJUIeNH, IpU KOTOPBIX A1AT B KpOBH IIOJIHOCTBIO OTCYTCTBYET;

[ el ¢ HapylleHueM (QyHKIUH, TpH KOTOPbIX KondecTBO A1AT He oTiMyaeTcs OT HOPMbI, HO OH HE
MOJKET BBITIOJHATH CBOU ()yHKIIHH.

Jist nuddepeHIMPOBKY pa3THYHBIX TEHETHYECKUX BapuaHTOB MOJIEKY)I A1AT HCTONB3YIOT MX MOJBHKHOCTD MTPH
anekTpodopese, 0003HaYast OyKBaMH OT «A» 10 «Z».

AJenyu HacleAyIOTCs M0 KOJIOMUHAHTHOMY THITY, cienndudeckuii penorun A1AT onpeaensieTcs: IByMs aJUICIISIMH.

Hawubouee pactipocTpaHeHHBIM HOPMaJIBHBIM (heHOTHIIOM sBisieTcs Pi*MM (cpenHsist OABMIKHOCTB), ONIPEeIsIieMbIi y
95% nur eBporieonIHOM packl [4].

Heduuutr A1AT 0ObIYHO BOSHUKAET B pe3yJIbTaTe HaclIeJOBaHUs IBYX Ne(QHUUIMTHBIX ajuienel. ['erepozurornoe
HOCHUTENBCTBO JEPUIUTHOTO aJlIelisl CKOPee MOXKHO pacCMaTpUBATh KaK IMPEeAPacIONOKEHHOCTh K Pa3BUTHIO IATOJIOTHH
[12, 13]. V kypsmux suil ¢ hpeHoTuriom Pi*MZ Beitiie puck pa3BuTHs OpOHXHATBHON OOCTPYKITHH.

K OCHOBHBIM J€()UIIMTHBIM aJUIETISIM OTHOCATCS BapuaHThl S 1 Z, npu KoTopbix A1AT noaumepusyercs,
3aJIep>KUBAETCS B IEYCHH U TIOCTYIAET B KPOBB B KOJMYECTBE,



cootBercTBeHHO, 4060 1 10-20% ot HOpMBI [4]. [Togaistomiee GONMBIIMHCTBO CIIy4acB KIMHUYECKH 3HAYUMOTO
nedurmra A1AT passuBaercs npu ¢penorune ZZ (96%). S-annensb npuodpeTaeT KIMHUYECKOE 3HAYCHUE TIPH COYCTAaHUH
¢ Bapuantamu Z win QO (HyneBast ayutens) [14-16].

B cuTyauusix, koraa aktuBHas popma A1AT He oOpasyeTcs WM KOHUEHTPALUS €ro B CBIBOPOTKE KpoBH MeHee 1%
OT HOPMBI, aJlIeJIb HAa3bIBAETCS HYJIEBBIM, (PEHOTHII 0003HAYACTCSI

NullNull mmr QOQO u acconmupyeTcs ¢ pa3BuTHEM Hanbosee Tshkenoi popmbl neduira A1AT. DTo kpaiiHe peakuit
BapuaHT geuunta A1AT, uneHTHGUINPOBAHHBINA B €AMHUYHBIX CIyYasiX.

Cpenu amneneii ¢ HapyuieHueM Gy A1AT waubonee noxpobHo usyuena Pittsburgh myranwst, nmpu xotopoi
koHteHTparms A1AT He OTIIMYAeTCs OT HOPMBI, OJIHAKO €r0 CBOWCTBA OJIM3KH K AHTHTPOMOWHY, YTO MPHUBOIHT K
HAPYIICHUIO CBEPTHIBAHHIO KPOBU BO BTOPO# (Da3e M MOBBIMIAET PHCK FEMOPPArHIECKOro OKa M CMEPTH TIPH
BOCHAJIMTENILHBIX MPOIeccax Win TpaBmax [17].

IIaTorenes MmopakKCHUsl JEeroYHoil TKAaHHU

Benymeii Teopueii nopaxenus JierouHoid Tkanu npu gedunute A1AT sBnsiercs: AucOaxanc B CUCTEME MPOTEOIH3—
anrunpoteonus [18]. B ycnoBusx nepunura A1AT nporcxoIuT HEKOHTPOIUPYEMOE MOBBIIICHHE aKTUBHOCTH
MPOTEOIMTHYECKUX (DEPMEHTOB, IPEKIE BCETO HEUTPODMIBHON 371acTa3bl, B PE3yIbTAaTEe YETO IMACTHYECKUE BOJIOKHA U
JpyTHE CTPYKTYPBI SKCTPALEIUTIOISIPHOI0 MaTPUKCA HIDKHUX OTIEJIOB JbIXaTeIbHbBIX IyTeH NOABEPIatOTCs MEAJICHHOM
JECTPYKIUH. DTO IPUBOAMT K TOTEPE ANACTHYHOCTH JIETOYHOHW TKaHH, PA3BUTHIO OOCTPYKTUBHBIX HAPYIICHUH U
IM(U3ZEMBL.

[MoBpexaaromryto poib UrPaeT U BO3JIeHCTBUE HEUTPO(DUITBHOM 311acTa3bl HA PEIeNTOPbI CUCTEMbI KOMITJICMEHTA,
peuentopel CXCR1, iMMyHOTIIOOYIIMHBL, IPyTHE aHTUIIPOTEA3bl, 8 TAKXKE HA aKTUBHOCTh PECHUTYATOTO SITUTEIHS.
[loBbImIeHHAs: aKTUBHOCTh HEUTPOPHUIILHOM 31MacTas3bl TAKKe CIOCOOCTBYET TMIIEPCEKPELIUH CIIM3H, aCCOLMUPOBAHHOM C
XpoHudeckuM opouxutom [19,20].

Anbda-1-aHTUTPUIICHH 00J1a1aeT BaXKHOM MPOTUBOBOCHATUTEIHHON 1 IMMYHOMOAYJIUPYIOIIEH aKTHBHOCTBIO —
BJIMSIHUEM Ha IUTOKMHOBBIM MPOQHIIb, MUTPALIMIO JIEHKOLUTOB, aKTUBALMIO U npoiudepanuto T-mumdonuTos,
HEJIOCTATOYHOCTh KOTOPOH BHOCHUT CYIIIECTBEHHBIN BKJIA/I B Pa3BUTHE KIMHHUYECKUX MposiBieHui neduira A1AT [21].

[omumeps! A1AT Z-tumna, obpasyromumecs: HEOCPEACTBEHHO B JIETKOM, TaKKe 00J1a1al0T MPOBOCTIANUTEIEHBIMH
CBOWCTBAMU: OKa3bIBAIOT XEMOTAKCUYECKOE JACHCTBHE B OTHOIIEHHH HEUTPODHUIOB, CTUMYJIHPYIOT MX aJr€3HI0 U BBIXO]
MUEJIONIEPOKCHUIA3BI.

Baxwuyto ponb B moBpexxaenun jgerkoro npu aepunure A1AT urpaer kypenue. CurapeTHblil IbIM MOXKET JIOTIOJHUTEIBHO
YCHIIMBATh NoJuMepu3anuio Mojekyn A1AT, Hapymate CHHTE3 3JacTHHA B JIETKUX, TOJIEP)KUBATh HeWTpoumsHOE
Bocnanenue [22, 23]. Kypenue, Bo3iefiCTBUE MOJLTFOTAHTOB M JIETOYHBIC HHPEKIUH TOBBIIIAIOT YPOBEHb
MPOTEOIMTHYECKON HArPYy3KH, YCKOPSsl IPOrpecCUpPOBaHHE 3a00I€BaHUS JIETKUX.

IlaTorenes MopakKCHusl TKAaHU MEYCHHU

3aboneBanus nedeHu npu geuuute A1AT BOZHUKAOT TOJIBKO MPU MyTaIUsIX, KOTOpBIE BeAyT K HakoruieHnio A1AT B
MEYCHOYHBIX KIIeTKax. Kitlaccuueckuii TUI Takoit MyTanuu — reHoTHIl Pi*ZZ, npu KOTOPOM MOJTHMMEPU30BaHHBIC
Moutekynbl A1AT 3anepkrBaroTcs B 93HIOIIA3MAaTHIECKOM PETUKYTyME MEYEHOUHBIX KJIETOK U OKAa3bIBAIOT
renarotokcuueckuii apdexr [24, 25].



B TO K€ BpeMsl Y MHOTHX JIHII ¢ (PeHOTUTIOM Pi*ZZ KIMHUYECKUX MPOSBICHUN OOJIE3HY MECUYCHN HE BO3HHUKALT.
BeposTHO, criocOOCTBYIOT pa3BUTHIO 3a00JI€BaHHS CTEATOTENATO3, TOKCHUECKOE OBPEXKICHUE IEUYCHHU BCIICACTBHE
yIoTpeOJICHUS aJKOT0JIs ¥ MHPHUIIMPOBaHKEe BUpycaMu remnatuta [3, 26, 27].

1.4 . KogupoBanue no MKB-10

E88.0 JeduuuT anpda-1- anTurpuIcuxa.

1.5. Kinaccundukanus

Ilo xIMHMYeCKOMY BAPDHAHTY TeYeHHUS MOKHO BbIICIHUTh:

[ aepuuut A1AT ¢ npeMMyLIeCTBEHHBIM IOPAYKeHHEM renaToOnIMapHoii CHCTEMBbI;
O Aepuuut A1AT ¢ nperMyniecTBeHHBIM NMOpPaKeHUEM IbIXaTeIbHON CHCTEMBI;

O aepuuut A1AT ¢ coyeTaHHBIM NOPa’KeHHeEM JIETKMX U NeYeHH.

1.6. Knuauueckye nNposiBJeHUs

Kak npu OOJIBIIMHCTBE APYTrUX HACICICTBECHHBIX 3a00JIeBaHUM, KIMHUYCCKHE NposiBiieHus aedumnura A1AT cunbHO
BapbUPYIOT U 3aBHUCAT OT (DAaKTOPOB OKPYKAIOIIEH CpeIbl.

Cpenu knmuHAYecKkux nposiBinenuit negunura A1AT y B3pocibix mpeoOnaaarot ierounsie popmbl. Hanbosee THITHYHBI
ampuzema, XOBJI, petmanBupyronme OpOHXUTHI, OpOHX000CTPYKTHBHEIM cuHIpoM. Kpome Toro, psij ncciieroBannit
yKa3bIBaloT Ha cBsi3b neduiuta A1AT ¢ oOpa3zoBaHreM OPOHX0IKTA30B, OPOHXHATHLHON aCTMOH, ITOBTOPHBIMHU
MTHEBMOHHSMH, UIHONAaTHYECKUM (pruOpo3oM, pa3BuTreM paka jerkux [28—31]. [lepBbiM nposiBieHHEeM OOJIE3HU I
OCJIO)KHEHHEM YK€ N3BECTHOTO 3a00JICBaHUS MOXKET OBITh CIIOHTAHHBIH THEBMOTOPAKC.

Crenyromieid o pacIpoCTpaHEHHOCTH KiIMHUYecKoi popmoii nedurnura A1AT sBnsercs: mopakeHHe NEUSHH.
[Nopaxxenue neuenn y i ¢ peHoTHnoM PI*ZZ yacto nebrotupyer B IE€TCKOM BO3pacTe M MOXKET Kak HOCUTh
cyOKnMHIYecKue (hOpMBbI, TaK ¥ MPOTEKATh B BUJIE TSHKEIIOTr0 3a00IeBaHMs C pa3BUTHEM Luppo3a. Yacrora pa3BuTus
Uppo3a IMeYeHH YBEININBAETCS ¢ Bo3pacToM U cocTaBisieT 3% cpenu namueHToB 10 20 et u 30-50% — y mosxuimbix
[32]. ITpu medpunmre A1AT penko HaOIIOAAETCS OHOBPEMEHHO BEIPAKECHHOE MTOPAKEHHE JIETKUX W TIEUCHH.

OnnuMm u3 penkux npossieHni nepunura A1AT sBisieTcs HEKPOTU3UPYIOIINE aHHUKYIUT. EcTh cooOmienus o cBsa3u
nepunnta A1AT ¢ ANCA-acconmupoBanabiMy (ANCA — aHTUTENa K HUTOIUIa3Me HEHTPO(HUIIOB) BaCKyIUTaMU, B
Y4aCTHOCTH C IpaHysiemMaTo3oM Berenepa (rpanynemaros ¢ nonuanruntom) [33, 34]. [Ipexnonaraercs cyiiecTBOBaHUE
cBsi3u Mexay neguuntoM A1AT 1 Takumu 3a001eBaHUSIMU, Kak PUOPOMYCKYJIsIpHast AUCIUIAa3Hs, TIIOMEpYI0HeQpHT,
MAHKPEATHT M KOJIHUT, PAK MOYEBOT'O ITy3bIPsi, KOJIOPEKTAIBHBIH PaK, paK JIerkoro u kpanusauna [35-39].

1.7. Ilporno3

Psin i ¢ nepunmrom A1AT umeroT HopMaibHbIe IOKa3aTelld (PyHKIMY JIETKMX Ha MOMEHT TIOCTAHOBKH JIarHO3a.
Tounsbli porHO3 (TIPU €CTECTBEHHOM TE€YCHUM 3a00JIeBaHsI) Y JaHHBIX WHAWBUIYYMOB Hen3BecTeH. OJIHAKO eCTh
JaHHbIE, TIOATBEPKAAIOIINE HOPMAIBHYIO BEDKHBAEMOCTh Y HEKYpsIIuX Jull ¢ PiZZ-penotunom [19].



Haubonee pacnpocTpaneHHOH IPUYHHON cCMEPTH y MaleHToB ¢ aeguunutoM A1AT sBisieTcs qpIxaTenbHast
HEIOCTaTOYHOCTh (45-72% cMmepTeii), 3ateM cieayet nuuppo3 neuenu (10-13% cmepreit) [40,41]. Cpean Hekypsimmx
marMenToB ¢ penorunom Pi*ZZ smpusemMa OTBETCTBEHHA 34 MEHBIIEE KOINIECTBO cMepTeit (45%), a muppos — 3a
6ounbiree (28%) [42].

[Iporuo3 nedunmra A1AT MOMUMO KypeHHS OTATYAIOT PSIJl TCHETUIECKUX U BHENTHUX (DAKTOPOB — BO3/ICHCTBHUE MBLUTH U
ncrapenuit, gacteie oooctperus XObJI u pecriupaTopubiec HHPEKIINN, OpOHXHATBHAS aCTMA. 3HAYUMBIMHE ITPEIUKTOPAMH

BBDKMBAEMOCTH y MaueHToB ¢ neduiutoM A1AT sBisercs 3HaueHne 00beM (POPCHPOBAHHOTO BBIIOXA 33 1-10 cCeKyHITy
(O®BI1), a Taxxe nokasatenu KT-nencutometpun (KT — kommbroTepras Tomorpadus) [40].

JAunarnocruka
Juarnoctuyeckue Mmapkeps! aepunura A1AT cymmupoBanbl B Tata. 1 [4, 7, 16].

Taoauna 1. lnarnoctuyeckue mapkepsl gepunuta A1AT

n]’ID!IEJ'[EI!]IH CO CTOPOHE! OPramnos TLIXAHHA

"PI'IHBJ'['EI!HH OO CTOPOHEL APYTHX OPrane:s H
CHCTEM

Pano sozsmxkman smduieda (B sospacte | 45
neT)

OmipiieMa JNErkHx B OTCYTCTEHE HIBECTHRIX
faKTopoE pHCKa (KypeHHE, NPOHIBOIC TEEHHOE
EOLNEHCTEHE MLLUTH H . )

Imdizema c MPEHMYIIECTBEHHEIM
nopakeHHeM fazalbHEIX OTIEI08

Pazsumne XOBJ v nun monoxe 40 ner w'nnm
cO cTameM Kypenns menee 20 nauex-ner
BponxoIkTainl HERCHO ITHONOTHH
OpOHXHANEHAA ACTMa C  YCTOIMMBEIM @ K
TEpPANHH HApYIIeHHeM QyHELHN Terkx

bonesns nevenn HEACHOH ITHONOTHH
Hekporuanpyommii nanHAKYIHT
ANCA-accouMHpOBaHHEI BACKYIHT
Hanuune B ceMefiHOM aHAMHEIE IMPHIEMED
NerkHx, GpPOHXOIKTAI0R, GONEIHH MEYEHH,
NaHHHKYIHTA THE0 NOATEEP#K IeHHI
nedunT ALAT v KPOBHEIX POJICTBEHHHKOE
(ocobenno y GpaTees K cecTep)

[MarmenToB ¢ XOBJI, ocobenno mpu aebroTe 3adoneBanus B Bo3pacte <40 ner, craxe kypenus <20 mayek-ier,
SM(PHU3EeMaTO3HOM (DEHOTHIIE, C TPEUMYIIECTBEHHBIM PACHIOIOKEHHEM dM(H3eMbl B 0a3aIbHBIX OTAENaX PEKOMEHIYETCsI
TecTUpoBaTh Ha Aeuut A1AT.

VYpoBeHb yOeIuTeNbHOCTH peKoMeHaauid A (YpoBeHb JOCTOBEPHOCTH JOKA3aTEIbCTB 2).

KommenTapuu. Paunee svisienenue oepuyuma A1AT nozeonum npedynpedums 8030elicmeaue hakmopos pucka (Kypenue u
0p.) U MOHUMOPUPOBAMb COCTNOAHUE NAYUEHMA.



. Bcex marnueHToB ¢ XpOHHYECKUM 3a00JIeBaHUEM TICYSHH HESICHON STHOJIOTHH, HEKPOTH3UPYIOIIUM
MaHHUKYJIMTOM, TPaHyJIEMAaTO30M C IMOJHaHTHUTOM (IpaHyjaeMaro3oM Berenepa) u GpoHX0IKTa3aMu HESICHON STHOJIOTHH
peKkoMeH IyeTcst TecTupoBath Ha geuiut A1AT [6-13].

YpoBeHb yOeIUTEIBLHOCTH PEKOMEHAAINI A (YPOBEHB TOCTOBEPHOCTH JOKA3ATEILCTB 3).

2.1. ’Kajo0bl M aHAMHE3

. [Ipu cObope anamuesa y nauueHToB ¢ Aeuuutom A1AT pekoMeHayeTcsl OEHUBATh HANWYHUE OJBIIIKH, Kalllis,
MPOAYKLMH MOKPOTBI, XPUIIOB B TPYAH, BO3pacT A€00Ta KIMHUYECKUX NPOSIBICHUH, CTaXX KypeHHS, YTOUHATh HaJIMIHE
MATOJIOTUH JIBIXaTeIbHON CHCTEMBI (AM(H3eMBbI) U NIEUYEHH Yy KPOBHBIX POJCTBEHHHUKOB.

Yposenn GPP

KommenTapuu. Knunuueckue cumnmomvl co cmoporsl OvixameabHou cucmemsl npu oedhuyume A1AT necneyuguynut.
Haubonee uacmo 6osnuxaem npoepeccupyiowas 00bluika npu Qu3uieckoli Hazpy3Ke, MHO2Ue NAYUEHMbl OmMmedaron
INU300bL CBUCMAULE20 ObIXAHUA, KAULEIb, NPOOYKUUIO MOKPOMbl. XPOHUYECKUTl Kauieans Doee XxapaKmepeH Ons
oonvHbIX ¢ OponxoIxkmazamu [7,29].

Knunuueckue nposgnenusn nauunaromes, Kaxk npasuno, 6 cpeonem ospacme (32—41 200), xoms onucana
3HauuUmMenbHan eapuadenbnocms epemenu ux oevroma [4, 43-45). Ha ckopocmo pazeumus u msaicecms nOPAX3cenus
J1€2KUX Cyu{ecmeeHnoe eiusAnue OKA3bleaom pso 6HEUWHUX (6 NePEyIo 0uepedsb KypeHue) u 2eHemuieckux (pakmopos.
Oonaxo nuya ¢ Heoocmamounocmoio AIAT mozym 601emov XOBJI oasrice npu omcymcmeuu KypeHus 6 aHamHese.
narueaToB XOBbJI ¢ nepummrom A1AT 1o cpaBaenuto ¢ 6ompabIME XOBJI 6€3 Hero 6oee BhIpakeHa OJIBIIIKA, XYKe
Ka4eCTBO XHM3HU U (yHKIIMOHAIbHbIE TToKa3arenu [8,46]. K dakropam pucka O6pictporo nporpeccupoBanus XOBJI y
nanueHToB ¢ qeguuutoM A1AT oTHOCSTCS KypeHHe, MPUHAIIEKHOCTh K MY>KCKOMY TIOJTY, Ie0I0T KITMHUYECKUX
nposiBiieHuii B Bo3pacte 3044 ner, ODBI1 B unrepsane 35-79% ot m0mKHOTO, OTpUIATEIbHAS TIPOOa ¢ OPOHXOIUTHKOM
u Hu3kui ypoBeHb A1AT.

. Bcex nanmenTos ¢ geduiurom A1AT He3aBHCUMO OT BO3pacTa PeKOMEHIyeTCs pacClpaliiBaTh O HATMIAN
CHUMIITOMOB CO CTOPOHBI IeaTOOMINAPHON CHUCTEMBI.

Yposens GPP

KommenTapuu. ¥ demeii ¢ degpuyumom AI1AT obviuno passusaemcs xonecmas pasHol cmeneHu GblpaxicenHoCmu,
CONPOBOAHCOATOWUTICS HCETMYXOU U NOBLIUUEHUEM YPOBHSL NEUEHOUHBIX (hepmenmos. B nekomopwix ciyuasx smo
cocmosiiue npozpeccupyem 00 pazeumusi Yuppo3a u NeYeHoYHol HedOCMAMOYHOCMU ¢ TemanbHbim ucxooom [3, 47, 48].
Y nexomopuix nayuenmos 6e3 npusHaKo8 pantHe2o 3a001e6anUs NeYeHU 803HUKAEM HapyuleHue OyHKYUU neveHu 8
ROOPOCMKOBOM 803pACHE U NO3JCE.

Topasicenue neuenu 60 63pociom 603pacme NPOGIAEMC MEIKO- U KPYNHOY3I0BbIM YUPPO3OM U YACHO HPUBOOUM K
PA36UMUI0 2enamOYeTIONAPHOU U X0IaHeuoyeanoaspHol kapyunomst [48, 49,50].

. [pu nedpunure A1AT ¢ nperMyIecTBEHHBIM MTOpaKeHHEM TeueH! AU epeHIHANbHYI0 TUaTHOCTHKY
PEKOMEHIyeTCs MPOBOIUTH C XPOHMUYECKHM BUPYCHBIM T'€lIaTUTOM, TEMOXpOMaTO30M, OoJie3Hbi0 Bunscona—Konosanosa,
HEaJIKOI'OJIbHBIM CTE€aTOTENaTUTOM,

MEePBUYHBIM OMJIHAPHBIM [IUPPO30M TieueHH [3].
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Yposens GPP

KommenTapun. 3a uckniouenuem Huskou niasmentoli konyenmpayuu A1AT, opyeue nabopamopmvie u KiuHuYecKue
NpOAGIeHUs Y MAKUX NAUUEHIMO8 HeOMIUYUMbBL O NPOSIGIEHUL YUPPO3a OpYeoll SMUOI0SUL.

Hexpotmsupyromuit manankyut npu aedunnte A1AT nmporekaer B reHepaIn30BaHHON (PpopMe ¢ I)pUTEeMaTO3HBIMA
00JIe3HEHHBIMHU TTOIKOYKHBIMH y3JIaMHU, KOTOPbIE MOTYT U3bsI3BIATHCS [7, 51, 52].

2.2. Du3ukajabHoe 00CIe10BaHNe

. [Ipu npoBeneHnn PU3NKATBLHOTO OCMOTpa y manuenToB ¢ nepunurom A1AT pekomenayetcst oOpamarh
BHUMAaHHUE Ha COCTOSHHE AbIXaTeJIbHOM, TenaToOnIMapHOl CHCTEMBI, OCMaTPUBAaTh KO>KHBIE TIOKPOBBI.

Yposens GPP

Kommenrapuu. V nayuenmos c oepuyumom AIAT mocym onpedensimovcs npusHaku sm@usemul — ygeaudeHue
nepeoHe3aoHe20 pamepa pyoHoll KiemKu, SIMPU3eMamosnvie «noOYUWKIY, YMeHbUeHUe NOOBUNCHOCIU Juagdpazmbl,
ocnabnenHoe ObiXaHue npu ayCcKyIbmayuu, uHo20a ebicayuusaiomes cyxue xpunut [7].

Ipu oedpuyume AI1AT c npeumywecmeeHHbIM NOPANCEHUEM NEUEHU NPU OCMOmMPe MOy OblMb GblA6ACHbl NPUSHAKU
Yuppo3a neyeHu.

Haubonee uacmoti nokanuzayueit NOOKOJNCHBIX Y3106 NPU HEeKPOMUUPYIOUIeM NAHHUKYIUME AGTAIOMCS S200UUHbLE
0011acmu, HUIICHAS YACMb HCUBOMA, NPOKCUMALbHBLE OMOENbl KOHEYHOCMEIL.
2.3. JIaboparopHas AMATrHOCTUKA

. Bcem nmamentam ¢ mogo3peHrneM Ha HaciencTBeHHbIN nepunut A1AT pekomMeHyercs u3MepeHne YpOBHS
A1AT B ceiBopoTKe KpoBH [4, 16,53].

VYpoBeHb yOequTeIbHOCTH peKOMeHIaluii B (YpoBeHb TOCTOBEPHOCTH JJOKA3aTEIbCTB 2).

Kommentapuu. B ycrosusax PO onmumansvuuim seisemces onpedenerue ypoghs AIAT memooom ummynomypououmempuu,
npu komopou Hopmanvuvimu 3uavenuamu AI1AT 6 cvieopomke kposu 6yoym cuumamocs 0,9-2 2/n (npu usmepenuu
memoodom negperomempuu —om 2 0o 4 2/n) [7].

TIpu unmepnpemayuu pe3yibmamos ciedyem yuumvléamn, 4mo npu UHGeKyuoHHbIX U 0CHATUMENbHBIX PeaKyUsX,

ONYXoasX, cmpecce, uloke, bepemMeHHoCmu, npueme ICmpozercodepicawux npenapamos yposenv AIAT 6 kposu

nosviuiaemces [ 1, 54-56]. Hecnedosanue nyuuie nposooums ene nepuoda 060Cmpens accoyuupo8anvix ¢ depuyumom
AIAT 3ab6onesanuii [7].

. Onpenenenne ypoBHs al-hpakiuu riIo0yIHMHOB C EIbI0 TUarHOCTHKH neduimrta A1AT He pekoMeHTyeTcs, TaK
Kak TpeOyeT HambHEUIINX NCCIIEM0BaHMI IS TOATBEPIKACHNS ararnosa [4].

VYpoBeHb yOeIuTeNbHOCTH peKoMeHaauid A (YpoBeHb JOCTOBEPHOCTH J0KA3aTENIbCTB 3).

Kommenrtapuu. Crudicenue aubo omcymemeue ghpaxyuu al-enobynunos npu pymunnom snekmpoghopese 6e1koe niazmol
Kposu noszgonsiem 3ano0o3pums Harudue oeuyuma A1AT, nockonvky on cocmasnsiem 80-90% al-enobynunos kposu.
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. Bcewm manmentam ¢ gepunurom A1AT pekoMeHIyeTcs eXKEeroJHOe UCCllef0BaHnEe OMOXMMUYECKOT0 aHATU3a
KpOBH C ompeneneHueM acnapratamuaorpancdepassl (AcAT), anannHamuHotpancdepassl (AnAT), ramma-
riryramunTpancdepassl (I'TT), ane0ymuna, OnnupyOnHa, a TaKke onpeAeNeHIe KOTHIeCTBa TPOMOOIIUTOB B KPOBH
[57,58].

VYpoBeHb yOequTeIbHOCTH peKOMeHaaIHid A (YpOBEHb JOCTOBEPHOCTH JI0KA3aTEIILCTB 3).

KommenTapuun. ¥ nayuenmog ¢ oegpuyumom AIAT yacmo vlagnsemcss mpan3umopHoe nogvluietue mpancamunas.
CHudicenue cunmemuueckoll yHKyuy neuyeHu (CHudICerue anboymuna) u mpomooyumonenus bonee cneyuduunsl s
YUppo3a neyeHu.

DeHOTHIIMPOBAHNE H TEHOTHITHPOBAHUE

IMon  TepMuHOM «heHoTHm» MPHUHSTO MOHUMATh 9KCIPECCHI0  OMPEJCIICHHOTO THTIA

AT1AT, a OHATHE TEHOTHUI OTPaxaeT CHeU(PpHUUSCKYI0 KOMOUHAIIMIO aJUICIICH.

. Bcem nanuenTam ¢ kinHndeckumu npusHakamu aepunuta A1AT (cm. Tabn. 1) u/uimm CHIKSHHON KOHLICHTPAIIMU
A1AT B ChIBOPOTKE KPOBH PEKOMEH/IyETCS IIPOBOIUTH (PEHOTHITUPOBAHKE WM TeHOTUIIpoBanue [54,55].

VYpoBeHb yOequTeIbHOCTH peKOMeHaIuii A (YpOBEHb JOCTOBEPHOCTH J0KA3aTEILCTB 2).

KommenTapuu. I enomunuposarue obradaem Hauborbulell 4y8CmeumeabHOCMbI0 U CReyudUUHOCbIO 01 OnpedeieHus.
oepuyuma AIAT (S- u Z-annenu). Ilo yposuio AIAT 6 cvbleopomke Kpo8u He8O3MOICHO NPEONONONCUND 2EHOMUN
oepuyuma AIAT.

. KpoBHBIX poacTBeHHHKOB nauueHToB ¢ AehunuroM A1AT (0ocoOeHHO POIHBIX OPaThEB U CECTEP), a TAKIKE
CYNPYTOB JIHII, UMeIoMNX 1 nim 2 Z-annenu (10 poxkaeHus peOeHKa), pEKOMEH/IYETCs! OTIPABIISATh Ha KOHCYJIBTAITHIO K
TeHETUKY ¥ NIPOBOJAUTDH Y HUX reHoTunupoBanue [19,54,55].

VpoBeHb yOequTeIbHOCTH PeKOMeHAAIMi A (YPOBEHb TOCTOBEPHOCTH J0Ka3aTEIbCTB 3).

KommenTapuu. B oannom cnyuae onpedenerue monvko yposus AIAT 6 coieopomke Kpogu HeOOCmMAamouHo, NOCKOAbKY

OdaHHoe UCced08anue HeMoYHO OMpadcaem puck paseumus 3aoonesanuil, accoyuuposannvix ¢ oegpuyumom AIAT.

0 I'eHOTHIIPOBAHUE PEKOMEH/IYETCS TPOBOUTH METOIOM aJlIebCreuduyueckoil aMminukanuu (s
BBISIBIICHHS ayiienieit S u Z) win npsambiM cekBenupoanuem JTHK, BoiienieHHO# U3 JTIOOBIX SAPOCOASPIKANIUX KIETOK IS
BBISIBIICHHS peaKuX MyTanuii [59].

VYpoBeHb yOeIuTeNbHOCTH peKoMeHaauid A (YpoBeHb JOCTOBEPHOCTH J0KA3aTeNIbCTB 3).

. Omnpenenenne penorumna A1AT (A-Z) pexoMeHayeTCst IPOBOANUTE ¢ TIOMOIIBIO TOHKOCITOMHOTO
M303JIEKTpUYECKOro (pokycupoBanus [4].

VYpoBeHb yOeruTenbHOCTH peKoMeHaaIuii A (YpOBEeHb JOCTOBEPHOCTH J0KA3aTEIIbCTB 2).
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KommenTapun. Hauanvhvimu Oykeamu anghasuma 0603Hauarom 6apuanmyl ¢ 8blCOKOU CKOPOCbIO Nepemenyerus,
KOHEeUHbIMU — nepemMewyaoumjuecsi ¢ HU3Kol CKOpOCMmbio.

2.4. HNHcTpyMeHTAJIbHAS AUATHOCTHKA

MeTtonabl BU3yanu3anun

. ITpu oreHKE Pe3yabTaTOB PEHTIeHOrpaduu OPraHoOB IPYAHOM KJIETKH y HaUeHTOB ¢ aepunutom A1AT
peKOMeH IyeTCst o0palaTh BHUMAaHUE Ha HAJMYKME TPH3HAKOB SM(U3EMBbI U JIOKATU3AIIUIO MOBBILIIEHHUS [TPO3PauyHOCTH
nerouHoit Tkanu [4,60].

YpoBeHb yOeIUTETLHOCTH PEKOMEHAAINI A (YPOBEHB TOCTOBEPHOCTH JOKA3ATEIBCTB 3).

Kommenrapun. Ha panneii cmaouu 3a601e6aHust UsMEHeHUs. HA PEHMeeHOSPAMME OP2aH08 2PYOHOU KIIemKU, KAK NPasuo,
omcymcmeytom. Ha 6onee no30nux cmaousx onpeoeisemcs HusKoe CImosiHue u yniowenue ouagppazmol, 6epmuKaibHoe
noJnodicenue cepoya, ygeauderue nepeone3aone2o pasmepa pyoHou KiemKu U pacliuperue pempocmepHaibHo20
npocmpancmaa. ObedHeHUue coCYOUCHO20 PUCYHKA HAOII00Aemcs 2A8HbIM 00PA30M 8 HUNCHUX OMOelax 8 Omaudue om
npeobaadaueco NopadtcerHus 6epXHUx 0onell y nayuenmos ¢ smguszemoti 6e3 oepuyuma A1AT. Conymemeyrouee
pacuiuperue KOpHetl 1e2KuX AI8emcst NPUSHAKOM 803MOICHOU 1e20UHOU cUNEePMEH3UU.

1. Y nanueHToB ¢ BIiepBbIe BhIsABIEHHBIM Aedunnurom A1AT ¢ peciupaTOpHBIMU CHMITTOMAaMH W/WITH U3MEHEHHEM
nokasarenel QyHKIUH JETKUX PEKOMEHAYeTCsl IPOBEJeHNE KOMITBIOTEPHOH ToMorpaduu Beicokoro paspeiueHus (KTBP)
OpraHOB I'PYJHOH KIETKU

[19,60].

VpoBeHs yoeaurenbHOCTH pekoMenaaruii C (ypoBeHb JOCTOBEPHOCTH I0KA3aTENIbCTB 3).

Kommenrtapuu. KommnbrotepHas Tomorpadust BHICOKOTO pa3pelleHus a6/aemcs Ooee Ha0edCHbIM MemoooM
OuacHoCmuKU smpuzemvl, n0360Js1em 0OHapyscums 6yIsl U 6porxosxmaszsl. Ipu depuyume AIAT xnaccuueckum
NPUSHAKOM AGAACMCA NAHAYUHAPHAS (NAHI00YAAPHAS) SMPU3EMa ¢ NPEUMyWecmeeHHbIM NOPANCCHUEM HUNCHUX 001l
neekux. Bynnvl 6onvuux pasmepos ecmpeuaiomes Hewacmo, HO makice bojiee 8blpad*CeHbl 8 6A3ANbHLIX OMOENAXx.
Bponxosxmaszul oonapyscusaiomes npumepno y 25% nayuenmos [7].

Komnvlomepnas momozpagus evicoko2o paspeuwienus no360as1em Gulsa8ums dIMpusemy

daofcey nayuennmoe ¢ HOpMatbHbIMU NOKA3AmMeAMU KOMNITEKCHO2CO Uccne008anus d)yHKL/[MM BHEUHe20 ObIXAHUA.

Haubonvueti uyscmeumenbHOCmbio 1 CneyupuiHOCmvio 8 OyerKe Npozpeccuposanus smgusemvl ooaadoaem memoo KT-
OeHCUMoMempull, KOIUYECMBEEeHHO OYEHUBAIOWUL BbIPAICEHHOCMb IMpusempl [60-61].

2. Perynsaproe nposenenue KTBP 11151 oLleHKM IpOrpeccupOoBaHysl MOPAXKEHUSI JIETOYHOW TKAHU,
accorurpoBanHoro ¢ geduiurom A1AT, He pekomenayercs [19].

VYpoBeHb yOenuTeIsHOCTH peKOMeHAamil B (ypoBeHb JOCTOBEPHOCTH IOKA3aTENbCTB 3).

KommenTapun. B nacmosiwee epems Hem 0aHHbIX, KOMOPble NPOOEMOHCIMPUPOBATIU YIYYIUEHUE KIUHUYECKUX UCX0008
3a001e8aHUsL 8 3A8UCUMOCTU OM OAHHBIX, noxyyeHHblx npu KTBP epyownou kiemxku.
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DYyHKIIHOHATBHASN TUATHOCTHKA

3. IManuenrtam ¢ gedurmram A1AT, He COPOBOKAAIOIUMCS KIMHUIECKUMU TPOSBICHUSIMH, PEKOMEH/TYETCSI
MPOBEICHHE CIIMPOMETPHH Ha dTare mepBrUYHOro obcnenoanus [19,62,63].

VYpoBeHb yOequTeIbHOCTH peKOMeHalHid A (YpOBEHb JOCTOBEPHOCTH J0KA3aTEIbCTB 3).

KommenTapuu. [1o dannvim cnupomempuu onpeoensiemecs npeumyuecmeento oocmpykmusHuiii mun Hapywernui. OPBI
U HOPMATLHAS TUOO CHUIICEHHASL (POPCUPOBAHHASA JicU3HeHHAs emKocmb neekux (OIKEJI), chudicenue omHowenust
ODBI1/DIKEJL Jlanuvie usmenerus 00yClo61eHbl 2IAGHBIM 00PA30M CHUNICEHUEM INACMUYECKOU MA2U 8CIeOCmEUe
decmpyKyuu NapeHxumbl 1ecKux (ampuzemvt) ¢ OUHAMULECKUM CRAOCHUEM HEHNOPANCEHHBIX OblxamenbHblx nymeil. Kax
npasuio, Ha KpUsoi NOmoKk—00vem onpeoesiemcst G02HYMOoCHb IKCRUPAMOPHOU Yacmu. Y MHO2UX NAyueHmos
onpeoensiemcs 06pamuMocms OPOHXUATLHOLU 0OCPYKYULL.

Pannsist quarnocTrka GyHKIMOHAIBHBIX U3MEHEHUH (OpOHXHATBHOM OOCTPYKIIMH) TIO3BOJISIET CBOEBPEMEHHO MIPUHSTh
MepBI TI0 YCTpaHEeHUIO (haKTOPOB pHUCKa MOBPEXKIESHHUS JIETKNX, HauaTh Tepamuto XObJI u paccMoTpeTs BOIpoc o
cneuuduaeckot Tepanuu nepunura A1AT.

4. [armentam c erounoit popmoit gepunmter A1AT BHaUane peKOMEHTyeTCsl IPOBOIUTH CIIUPOMETPHIO KaXKIbIe
6—12 mecsimieB 0 TeX MOp, MOKa He Oy/IeT HCKITFOUEHO OBICTPOE MPOrPeCcCHpOBaHIE 3a00JIEBaHMS, ITOCIIE Yero 9acToTa
uccie0Banuit MoxeT ObITh CHIKeHa [4,19,63].

VYpoBenb yoeaurenbHOCTH pekomenaaiuii C (YpoBeHb TOCTOBEPHOCTH JJOKA3aTENbCTB 4).
Kommentapuu. Cropocmo crusicenusi OD@BI1 npu oedpuyume AIAT cunvho sapvupyem y pasHvlX NAYUEHMOS.

5. BceM narueHTaM ¢ mopaXkeHueM JIETKUX, aCCONUUPOBaHHOM ¢ aedunntom A1AT, pekoMeHIyeTCs TPOBEACHNE
OoauruieTuzMorpaduu u onpenaenenue qudQy3noHHON CTOCOOHOCTH JIETKUX.
VYpoBenb yoeaurenbHOCTH pekomenaiuii C (YpoBeHb TOCTOBEPHOCTH JJOKA3aTEIbCTB 3).

Kommenrapuu. Komnnexcrnoe ucciedosanue GynKyuu 1eekux ompasxicaem paziuitvle acneKmyl namoiocuiecko2o
npoyecca u no3eoaem 6o0ee 00bEKMUGHO OYEHUMb CIENeHb MANCECU Ne20UHOU NAMON02Ul. [JaHHble cCnUpoMempuy He
ompadNcalom cmenetb 8blPaNCeHHOCMU 0eCMPYKYUU NAPEHXUMbL Ie2KUX Y HAYUEHMO8 € IMpu3emou Ha hone depuyuma
AIAT.

CHudiceHUe 31acmuieckoll msa2u ConpoBoNCOAemcs y8eauyeHueM OCmamourHo20 00vema u oowel eMKoOCmu 1ecKux,
XapaxmepHo opmuposarue «8030yuHbIX 108yutexy. Kpome mozo, pazeumue smpuzemvl, Kax npasuo,
conpogodicoaemcs chudxceruem ouggysuonnoti cnocobrnocmu nezxkux [8].

Ha 0onee MO3AHUX CTaAUAX MOPAKCHUS JICTKUX MOKHO OLICHUTDH BJIMAHUC 3M(1)I/I3€MI:I Ha aKTHUBHOCTBH MBIIIII] pr,Z[HOﬁ
KJIICTKU U zma(bparMH IIYTEM U3MEPECHUA MAKCUMAJIBHOTO HHCIIMPTOPHOT'O U SKCIIUPATOPHOTO JaBJICHUA B pOTOBOﬁ
IIOJIOCTH.

6. [Narmentam ¢ nepunmtom A1AT pekoMeHayeTCs eXEroAHO MPOBOANTH yIbTPa3ByKoBoe uccienoBanue (Y3U)
OpIOIITHOM TIOJIOCTH ISl UCKITIOUEHHS TIPOSIBIICHHsT 0OJIE3HU CO CTOPOHBI TeveHu [57,58].

VYpoBeHb yOeIuTeNIbHOCTH peKOMeHAaHid A (YpOBEHb JOCTOBEPHOCTH JOKA3aTEIbCTB 3).

14



1. [MarenTam ¢ nuppo3om nedeHu Ha Gone neduiura A1AT pekomenayetcs nmposeaeHue Y3U OproliHoil moaocTH
KaXble 6 MeC I MCKITFOUEHHS TelaToeIUTIOIIpHOM KapuuHoms! [4,19,58].

VYpoBenb yoenurensHocTH pekomenaanuii C (YpoBeHb TOCTOBEPHOCTH JJOKA3aTEIbCTB 4).

2.5. UHasi TMATHOCTHKA

2. [TpoBenenue Ouoncum neveHu st noarepkacHus aepunnrta A1AT He pekomenayercs[4].

VYpoBenb yoeaurensHocTH pekomenaauii C (YpoBeHb TOCTOBEPHOCTH JJOKA3aTEIbCTB 4).

Kommentapuu. Ilpu cnyuatinom obuapyscenuu LIIHK-no3sumusHuix 6KkioyeHull 8 xo0e 6uoncuu newenu ciedyem
3an0003pums Hanuuue Z-aunenu eena Pl unu opyeux degpuyumnvix annenei, npusoosuux k nosumepusayuu AIAT. Tlpu
9mMom Modxcem Oblmb BUOEH 2eNAMOYeNNIONAPHbIL HEKPO3 PA3IUYHOU CIMEeNeHU 8blPA}CeHHOCMU, 80CNAIUMEbHbLE
KJlemounble UHGUIbMPAmbl, NEPpUNOPMAanbHulil uobpo3 uru yuppo3 nevenu. Yacmo umeemcs oeckeamayus
INUMENUATLHBIX KIIEOK JCENUHBIX NPOMOKO08, 4 UH020a GHYMPUNEUEHOUHbII CIMA3 JCENUU.

Ponv 6uoncuu newenu ocpaHuveHa onpedeﬂenueM cmaouu 3a001e8aHs. Yy nayueHmoe

3. Haiuduem blpadsCeHHblX KIUHUYEeCKUX I’lpOﬂG]leHuﬁ.

Jleuenue

3.1. KoHcepBaTuBHAas Tepanus

3amecTuTEIbHASA Tepanus

Ha ceropnsmnuii 1eHb €AMHCTBEHHBIM JOCTYIHBIM CIEHU(PHUECKIM CPEACTBOM JIEUCHUS SM(U3EMBI JIETKHX,
o0ycnoBneHHo# nepunnutom A1AT, sBiseTcs BHyTpUBEHHAs 3aMeCTUTENbHAS (ayrMEHTAalMOHHAs) Tepanus
yenoBedeckuM A1AT, mody4eHHBIM U3 ITyJia JOHOPCKOM TIa3MBbl.

3amectuTenbHas Tepanus 3Q(PEeKTHBHO CHIDKAET €KETOIHYIO MOTEPIO JIETOYHOM TKaHHU, O YeM CBUIETEIhCTBYET OIICHKA
mokazareneit KT -nencuromerpuu B quHamuke [64-68]. EcTb Takke maHHbIE, TIOATBEPIKAAIOIINE YMEHBIICHHE CKOPOCTH
camxennst ODB1 B rox

1. CraTHCTHYECKH 3HAYMMOE YBEIHYCHUE MPOJODKUTEIBHOCTH KU3HU NP MPOBEICHUN ayTMEHTAMOHHON
Tepamnun [63, 66, 68-71]. CoriacHo psiy UCCIeIOBAHM, 3aMECTUTEIBHAS TEPAITHS CIIOCOOCTBYET CHUKEHUIO YaCTOTHI M
yMeHblIeHuto Tsoxecty odoctpennit XOBJI mpu nedummre A1AT, a Taxke yaydlIeHHIO Ka4eCTBa XU3HU HALMEHTOB I10
BOIIPOCHUKY KJIIMHHUKHU CBATOTO ['€oprusi, 0JJHaKO J0Ka3aTesIbHOI 0a3bl OKa HEJ0CTaToOuHo [72 —74].

3amMecTuTeNbHAS TepaIus OKa3bIBaeT MMPOTUBOBOCTIAIMTEILHOE IEHCTBHE, YTO MTOATBEPKAACTCS CHIDKEHUEM KOTMYeCTBa
HEHUTPOUIOB M YPOBHS MHTEPIICHKHHA-8 B IPOMBIBHEIX BOJIaX OPOHXOB, YMEHBIIIEHUEM aKTHBHOCTH HEUTPODUITBHON
amacTassl 1 JeiikoTpuena B4 B Mokporte. OHaKO OHA HE MOXKET MTOBJIHATH Ha MPOBOCIIAIUTEIHFHBIC CBONCTBA TTOJTUMEPOB
Z-tnmma A1AT.

15



TakuMm 00pa3oM, 3aMEeCTUTENbHAS TEPaITUsl 3aMeJIIISIET MPOrPECCUPOBAHIE OOJIC3HU JISTKUX U SIBJISICTCS Hanbosee
MaTOTeHETUYECKU 00OCHOBAHHBIM METOJIOM JieueHus nepurura A1AT.

2. BHyTpuBeHHast 3aMECTUTEIbHAS TEPAIIHs OUYUIICHHBIM YeoBeueckuM A1 AT peKoMeHIyeTCs JIUIaM ¢
nedunutom A1AT denorumno Pi*ZZ, Pi*ZNull, Pi*NullNull 1160 ¢ penkumu qedunuTHBIME BapUaHTaMH C
kouueHrpanueit A1AT mensire 0,8 r/n

(11 mx™modb/1) crapiie 18 net, HanuYueM KIMHUYECKUX TPOSBICHUN CO CTOPOHBI OpraHoB abixanus u OPB; 30-65% ot
noskHoro [4, 7, 16,19, 69,74,75,76].

VYpoBeHb yOeIuTeNbHOCTH peKoMeHaaluii A (YpoBeHb JOCTOBEPHOCTH J0KA3aTesbCTB 1).

KommMmenTapuu. 3amecmumenvras mepanusi Hanpasiena Ha oocmudicerue u noodepaicarue xonyeumpayuu AIAT evlute
nopoea vezonachocmu — 0,8 2/1. Yempanenue oegpuyuma ne modcem 80CCmMano8ums NoSPe#cOeHHble CIPYKIMYypbl
JIe2K020, HO MOJICEm Npedomspamums OdibHelulee no8pedicoeHUe 1e20UHOL MKAHU U CIAOUTUZUPOBAMb COCTNOSIHUE

nayuenma [75].

3. VY namuenTtoB ¢ gedurmurom A1AT u ODB; <30% pexoMeHyeTcs: pacCMOTPETh BOIIPOC O
BHYTPHUBEHHON 3aMeCTHTENbHOM Teparmu [19].

VYpoBenb yoeaurenbHOCTH pekomenaaiuii C (YpoBeHb TOCTOBEPHOCTH JJOKA3aTENbCTB 3).

KommeHnTapun. B kauecmee apeymeHmos 3a nposedeHue 3aMeCmumenbHol mepanuiy 6blcmynaem nomeHyuaibHas
603MOJICHOCTIb YMEHbUIUMb CMEPMHOCHb, 3AMeOUMb npoepeccuposanue 3abonesanus. OOHaAKo 0oKazamenbHou Oa3vl
07151 NPOBEOCHUSL 3AMECTMUMENLHOU MePanuu Y OAHHOU Kame2opuu NayUueHmo8 HedoCmamoiHo.

4, Y nammenToB ¢ gedurmurom A1AT ¢ ODB1 >65% pemenne 0OTHOCHTENHEHO MTPOBECHSI 3aMECTUTEIEHOM
Teparnuyu PeKOMEHYeTCS MPUHUMATh B MHINBUIYAIbHOM TOPSJIKE , C YI€TOM IMOTCHIMAIBHON BO3MOXHOCTH 3aME/IUTh
MPOrPECCUPOBAH He 3a00JICBAHMS U B TO K€ BPEMS BBICOKOW CTOMMOCTH TEPAITMH U OTCYTCTBUEM JIOKA3aTeIbHOMN 0a3bl
JUISL TAHHOM Kateropuu 60sbHBIX [19].

VYpoBeHb yOeIUTETLHOCTH PEKOMEHAINI A (YPOBEHD TOCTOBEPHOCTH JOKA3ATEIBCTB 3).

KommenTapuu. [lpoguraxmuueckoe npumenenue ayeMeHmayuoHHOU mepanuu HeyeaiecoobpasHo, ROCKOIbKY He ) 6Cex
nayuenmos ¢ msxcenvim oepuyumom AIAT pazeusaemces smpuzema neckux.

TIpu npunsamuu pewieHuss OMHOCUMENLHO NPOBEOEHUSL 3AMECTNUMENbHOU Mepanuu y SMux nayueHmos ciedyem
yuumvleams maxue axmopwl, Kaxk eozpacm, bvicmpoe cuudxcenue ODPBI, cnudicenue ougghysuonnoii cnocobnocmu

JlecKux u npozpeccuposarue smpuzemvl no oanuvim KTBP opeanos epyonotl kiemku.

1. BHyTpuBeHHast 3aMeCTUTENIbHAS Tepamnus He pekoMenayercs naientam ¢ XOBJI ¢ reTepo3uroTHeIM reHOTHITOM
nedunmra A1AT [77,78].

VYpoBeHb yOeIuTeNbHOCTH peKoMeHaauid A (YpoBeHb JOCTOBEPHOCTH J0KA3aTENIbCTB 3).

KOMMGHTapI/II/I. Ponv 3amecmumenvroii mepanuu 'y OaHHBIX nayuermoe 6 Hacmosuee epemst He sICHA.
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3. 3amecTuTenbHy0 Tepanuio npu aedunure A1AT He peKOMEHIyeTcsl MPOBOUTH MALEHTAM, ITPOI0JKAOIIIM
KypuTh [66,79].

VYpoBenb yoeaurensHoCTH pekomenaaiuii C (YpoBeHb TOCTOBEPHOCTH JOKA3aTEIbCTB 3).
Kommenrapuu. Ilokazano, umo cuzapemuulii Obim nooasisem anmusiacmasuyio akmuernocmo AI1AT in Vitro u in vivo.

5. [Naruentam ¢ nepunmtom A1AT u OpoHxosKTazaMu 0e3 OPOHXO0OCTPYKTUBHOTO CHHIPOMA TIPOBEICHUE
3aMECTHUTENILHON Tepanuu He pekomenayercs [19].

VYpoBenb yoeaurensHocTH pekomenaauii C (YpoBeHb TOCTOBEPHOCTH JJOKA3aTEIbCTB 3).

8. [TanmeHTaM ¢ TTOpaXKEHHUEM TICUCHH, aCCOITMUPOBAHHEIM ¢ nedumutoM A1AT, mpoBeneHne 3aMeCTHTEITLHOM
Tepanuu He pekomenayetcs [4,19,80].

VYpoBeHb yOeIuTeNbHOCTH peKOMeHAaIHid A (YpOBEHb JOCTOBEPHOCTH J0KA3aTEIIbCTB 3).

Kommenrapuu. IlockonbKy nopadicenue nevenu cesa3ano ¢ Hakonienuem noaumepos AIAT, a ne c nomepeii
NPOMeoIUMuUYecKoll 3auwumal, 3amecmumenvbHas mepanus nea@pexmuena. Knunuueckuti onvim neuenus nayueHmos c
3a001e8AHUAMU Ie2KUX U NeYeHU, 00ycioeieHubix oeduyumom AI1AT, noomsepocoaem, umo 3amecmumenbHas mepanus
He @/lsem Ha NOPAdiCeHue neveHu y IMux nayueHmos.

9. HACTOSAIIee BpEMS OTCYTCTBYET Kakas-mu0o crienupudeckas Tepanus A1 3a00JeBaHU TIEYeHH, CBSI3aHHBIX C
nedurrom A1AT. Jluma ¢ TepMu HaapHOU cTagueit 3a00eBaHus TIEUSHH SBISIOTCS KaHAUIATaMHU IS e

TPpaHCIUIaHTAaIlUuH.

10. [Narmentam ¢ nepunmrom A1AT, mepeHecIUM Tepeca Ky NeueHH, MPOBEICHIe 3aMECTUTEIIFHON TepaIrui He
mokazano [19,80].

VpoBeHb yOequTeIbHOCTH PeKOMeHAAIMi A (YPOBEHb TOCTOBEPHOCTH JI0Ka3aTEIbCTB 2).

Kommenrapuu. Yenewno mpancnianmuposannas 0onopckas nevensb CUHmesupyem u 6b1c800024coaem 6 Kposb
HopmanvHoe Konudecmeo AIAT.

. [ManmeHTaM ¢ HEKPOTU3UPYIOIIUM MAHHUKYJIUTOM Ha (oHe nedurmra A1AT pekoMeHIyeTcst IPOBEICHNE
BHYTPHBEHHO# 3aMecTHTeNIbHO# Tepanuu [81].

VYpoBeHb yOeIuTeNbHOCTH peKoMeHaAauid A (YpoBeHb JOCTOBEPHOCTH JOKA3aTEIIbCTB 3).
KommenTapuu. Jokymenmuposarna omuocumenvHas 3QGekmusHocmy 3aMeCmumenbHoll mepanuu 6 npeoynpericoeHuu
Pa3eumusi U KOHMPOoJe KOJICHbIX NPoasienull 0anno2o 3abonesanus. Ilayuenmam ¢ HeKpOMUUPYIOWUM NAHHUKYIUMOM

Modicem nompebosamvb s OONLUASL 003A RPENnapama, Yem nayuermam ¢ iecounou gpopmot oegpuyuma AIAT.

. VY nmanuentos ¢ IgA-ngedunurTom (HammuueM aHTU-1gA-aHTUTEN) POBEIEHIE 3aMECTUTENILHOM TEparuy He
pexkomenyercs [4].

VYpoBeHb yOeIUTeNIbHOCTH peKOMeHAaHid A (YpOBEHb JOCTOBEPHOCTH JOKA3aTEIbCTB 3).
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Kommentapuu. Ipenapam A1AT, kax kaxcowiil npenapam, u320mosieHHblil U3 Nia3mbl KpOsU 4ei08exd, NOMeHYUAIbHO
Modicem codepaicams credoguvle koauvecmea 1QA, 6 ceszu ¢ wem uz-3a pucka aHaguiaxcuu OaHHbIL 8U0 Mepanuu
NPOMUBONOKAZAH IMUM NAYUCHIMAM.

11. Ipu mpoBeCHUH 3aMECTHTEIILHOM Teparul PEKOMEHIYETCsl BHYTPUBEHHOE BBeAcHUE ounmieHHoro A1AT 1 pas
B Hememo B no3e 60 mr/kr [4,82].

VYpoBeHb yOeIuTeNbHOCTH peKOMeHaaluid A (YpoBeHb JOCTOBEPHOCTH J0KA3aTeNbCTB 1).

KommenTapun. borvuuncmeo ucciedosanuli, CpasHuBasuux d3¢h)heKmusHoCcms pasHvlx cxem mepanuu, 8biA6UIU
npeuMyecmea exceHedenvHozo eedenus npenapama. Iloxaszano, umo ama cxema no3g0Jsiem noo0epI’CUBaAms YPOseHsb
AIAT sviute nopoza 6e30nacHOCmU Ha BCeM UHMEPBATie MeHCOy 860eHUIMU U NOGLIULAEH YDPOBEHb AHMUILACAZHOU
AKMUBHOCMU.

Onpeoenenue yposus AIAT 6 cvlsopomke Kposu ¢ yeivto No0bopa 003bl 3aMeCMUMenbHOU Mepanu He peKOMeHOYemcsl.
3aMecTuTeNbHAS Tepamus, Kak MPaBuIIo, Xopomno nepeHocutcst. [I000YHbIe peakiuu 0ObIYHO OTHOCUTEIHHO JIETKHE U
KYIHPYIOTCSI caMOCTosATeNbHO. Hanbouee yacto BcTpevaroTcsi HEOONbIIas TUXOpaaKa v 03HO0, KpalMBHUIA, TOIIHOTA U
pBOTa, C1a00CTh, TOJIOBOKPYKeHUE. AHaduIaKkcHs OMUCcaHa, HO BCTpedaeTcst KpaiiHe penko. CiydaeB napeHTepaIbHOro
3apakeHHs BUPYCHBbIM TenatutoM 1 BUY (Bupyc nMMyHOIEhUIMTA YSIOBEKA) U JIETATBHBIX UCXOJIOB HE 3aQUKCUPOBAHO
[67, 71, 83-86].

Tepanust XOBJI npu nepunure A1AT

. Y mnamuentoB ¢ XOBJI mpu paedumure AIAT pexoMeHIyeTCs HCIIOJIb30BaTh

HHTATSAHOHHbBIE M-X0IHHOOI0KaTOPbI, D2-a1peHOMUMETHKHU, HHTAISIIMOHHBIC TITFOKOKOPTHKOCTEPOH/IbI,
KOMOMHHUPOBaHHBIE TPETapaThl, a TAKIKE KUCIOPOJOTEPAITHIO 110 CTAHAAPTHBIM MoKa3aHusm [4,87].

VpoBeHb yOequTeIbHOCTH PeKOMeHAAIMi A (YPOBEHb TOCTOBEPHOCTH J0Ka3aTEIbCTB 3).

Kommentapuu. Jleuenue XOBJI nposodumcs 6 coomeemcmeauu ¢ MescOyHApOOHbIMU U OMe4eCmMEeHHbIMU
PEKOMEHOAYUAMU NO IeHeHUI) OAHHO20 3A001e8AHUSL.

B Hus nevenust oboctpenuit XOBJI Ha dhone nepurmra A1AT pekoMeHayeTcsl yBEeIHYCHUE 103
OpOHXOIMIIATATOPOB, HA3HAUCHHE KOPOTKUX KYPCOB NEPOPATBHBIX KOPTHKOCTEPOUIOB, IIPH U3MEHEHUH CBOWMCTB
MOKPOTBI — PaHHE€E UCIOJIb30BaHHE AHTUOMOTHKOB, A TAKXKE [IPOBEICHIE PECTUPATOPHON HOAEPKKH MTPH HATUIUHT
nokazanuii [4,7,87].

YpoBeHb YOeTUTETBHOCTH PEKOMEHAAINI A (YPOBEHB JIOCTOBEPHOCTH J0KA3aTEIbCTB 3).
Kommentapuu. Obocmpenus XOBJI, ocobenno ¢ npusnaxamu 6akmepuanbHol unpexyuu, y nayuenmos ¢ oepuyumom
AIAT xapaxmepu3zytomcs uzovblmo4HoU S1ACMA3HOU AKMUBHOCIBIO, 8 C853U C YeM aKMUsHoe jleueHue 00IHNCHO Oblmb

HA3HAYEHO KAK MOJICHO paHbule.

3.2. Xupypruueckue MeToabl JeueHus
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12. [IpoBenenne xupypruueckoro ymenbienus oobema jerkux (XYOJI) y manuenToB ¢ smpu3eMoi Ha GpoHe
nedunuta A1AT He pexomenayercs [88-90].

VYpoBenb yoeaurensHoCTH pekomenaaiuii C (YpoBeHb TOCTOBEPHOCTH JOKA3aTEIbCTB 3).

Kommenrtapuu. V nayuenmos c degpuyumom AI1AT smepusema uacmo 10Kanu308ana npeumyuecmeeHno 8 6a3aibHbix
omoenax 1e2kux Ui HoCUm 2eHepalu308anisl il xapakmep, yumo oenaem evinonuerue XYOJI mexuuuecku donee
CHIOJICHBIM U 8€0em K YBETUYEHUIO CMEPMHOCTIU.

Ecmb omoenvHole dannvle 06 sghpexmusnocmu XY OJI y nayuenmos ¢ smpuzemoii Ha gporne oepuyuma A1AT, coenacro
KOMOPbIM NOCTIe ee NPOBeOeHUsi 03MOICHO YMEHbULEHUE 00bIUKU, NOGbIULEHIEe MONIEPAHMHOCU K u3Uu1ecKoll Hazpy3Ke,
a maxoice ynyuuenue Gynxyuu neekux. OOHaKo HA ce200HAWMNUL 0eHb Hem YemKux Kpumepueg omoopa 0isi maxozo
emeuwamenscmea. Kpome moeo, noxazaro, ymo npu depuyume AI1AT ynyuwenue om XYOJI menee vipasiceHHoe u meHee
npooomicumenvroe, yem npu XOBJI 6 eco omcymcmaue.

O [Ipu TsxenoM TeueHun 3a00seBaHysl (BEIpaXKCHHAS AIM(pHU3eMa U OJIbIIIKA B TIOKOS U MUHUMAJIBHON (U3UYEeCKOMH
Harpy3Kke, COXpaHsIONIasics HECMOTPSI Ha ONITUMATBHYIO METMKaMEHTO3HYIO U peabMIUTAIIHOHHYIO TEPAITHIO)
PEKOMEH/IyeTCSl paCCMOTPETh BOIIPOC O TpaHCIUIaHTalwu jgerkux [91,92,93].

VYpoBeHb yOequTeIbHOCTH peKOMeHaaIuii A (YpOBEHb JOCTOBEPHOCTH J0KA3aTEILCTB 3).

KommenTapuu. Boioicusaemocms y nayuenmos ¢ XObJI, accoyuuposannou ¢ oecpuyumom A1AT, nocre mpancnianmayuu
Jle2KUX He OMAUYALAch Om 8bldcusaemMocmu nocie mpancnianmayuu nayuenmos ¢ XObJI 6e3 oegpuyuma A1AT.

IIpoduiaakruka

1 Bcem mammentam ¢ gepunurom A1AT peKOMEHIyeTCs HCIIOIb30BaTh BCE MEPHI [T OTKa3a OT Kypenus [78,94,95].
YpoBeHb yOeIUTETLHOCTH PEKOMEHAAINI A (YPOBEHB TOCTOBEPHOCTH JOKA3aTEIBCTB 1).

KommenTapuu. Omxas om KypeHus — 0CHOSHAsSL Mepa NpOQUIAKMUKY PA36UmMust U 3aMe0leHUs NPOSPecCUposanis
3abonesanus neekux npu degpuyume AI1AT. Ilokazano, ymo ckopocmo cruudxcenus OPBI u cmepmnocms chudxcaemes y

nayuenmos, ycnewno opocusuiux kypums [94].

2. [Maruentam ¢ nepunutom A1AT pekoMeHayeTCsl TPOBECHUE BaKIIMHAIIMY POTUB I'PUIITIA U THEBMOKOKKOBOH
HHOEKIMH, a TP HATWYUH TOPAKEHHS TIEUYSHH — BaKIIMHAIIAH [TPOTHB remnaturta B [4].

VYpoBeHb yOeIuTeNbHOCTH peKoMeHaAauid A (YpoBeHb JOCTOBEPHOCTH JOKA3aTEIIbCTB 3).

3. [Mammuentam ¢ XOBJI u nepunurom A1AT ¢ HapymieHueM QyHKIMOHAIBHOTO CTaTyca pEeKOMEHAYeTCs
NpOBeICHNE MyJIbMOHOJIOTHYECKOH peabumurarmu [19,87].

VYpoBeHb yOenuTeIsHOCTH peKOMeHaail B (YypoBeHb JOCTOBEPHOCTH IOKA3aTENbCTB 3).

KOMMCHTapI/II/I. HOK(I?CZHO, umo pea6uﬂumauuﬂ MOIHCEM NOBLICUNTL 6IHOCIUBOCNb, CHU3UNb 6bIPAINCEHHOCMb O00bIUUKY U
ucio zocnumaﬂusauuﬁ.
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4. VY nmamuentos ¢ nepunmurtoMm A1AT pekomeHayeTcs cBeleHIe K MUHUMYMY BO3/ACHCTBHE (haKTOPOB,
pa3IpakaroluX JIbIXaTeJIbHbIC IyTH, TAKHX KaK TaOa4YHbIN JIbIM (IACCUBHOE KypeHHe), bUIb U Mcnapenus [4,87].

VYpoBenb yoeaurensHoCTH pekomenaaiuii C (YpoBeHb TOCTOBEPHOCTH JOKA3aTEIbCTB 3).

KommenTapuu. [lpu wacmom npogheccuonanviom konmaxme ¢ maxumu oaxmopamu mosicenm nompeboeamvcs cMeHa
Mecma pabomul.

5. ITannentam c NOPAKEHUEM  II€YEHM,aCCOLUUPOBAHHBIM c nepuuutom  AlAT,
PEKOMEH/IyeTCsI 0TKa3 OT aJIKOroJist, coOmoaenue auetsl Ne 5 [4].
VYpoBenb yoeaurensHOCTH pekomenaaruii C (YpoBeHb TOCTOBEPHOCTH JJOKA3aTENbCTB 4).

BaxxHyto posb UTpaeT U JieueHHe COMYTCTBYIONICH MaTOJIOTHU IIEYeHH, OPOHXUATILHOM aCTMBI M CBOEBPEMEHHAsI Teparus
WHQEKIHIA AbIXaTeIbHbIX TyTEH.

15. Oco0ble cuTyauun

NmeroTcst maHHBIE 0 BOBMOXKHBIX MTPOOIIeMax BO BpeMsi OEpEMEHHOCTH Y HEKOTOPBIX JkeHIIHH ¢ nedurutom A1AT ¢
¢enoturniom PI*ZZ. OnmucaHo yBenmn4eHNE 9aCTOTHI BRIKUBIIIEH 1 MEPTBOPOXKICHHH, a TAK)KE Pa3BUTHE THEBMOTOpaKca
BO BpeMsi OEpEeMEHHOCTH Y JKEHIIMH C UCXOAHBIM HannuueM Oyt [96-98]. Tem He MeHee y MalMeHTOK C TSHKENIOM

sMpU3eMOit HAOTIOAATHUCH YCIICIITHO 3aBEPIIMBIINECS TOHOLIEHHbBIE OepemenHocTH [96].

[lepen BO3AYIIHBIMY MTEPEJICTAMH MAIUSHTHI ¢ YM(PU3EMOM J0DKHBI IPOXOIUTH CHIEIHAIbHOE 00CIeI0BaHME.
Heo0xoaumo npruHUMaTh MEphI, 4TOOBI U30€KaTh THIIOKCEMHUH.

a B cnydae moBblIIIeHUS TeMIlepaTyphbl Tena naueHTam ¢ nepuiurom A1AT pekoMeHayeTcst paHHHIH TpUeM
’KAPOTOHIKAIOIIUX TpernapaTos [25].

VYpoBenb yoeaurenbHOCTH pekomenaiuii C (YpoBeHb TOCTOBEPHOCTH JJOKA3aTENbCTB 4).
Kommenrapun. Jannas pexomendayus ochosana na mom, umo noaumepusayusi AIAT ycunusaemcs npu auxopaoxe.

B XOJ€ aHCCTC3UU IIPH OIIepaluiaX B BEPXHEM OTACIIC 6pIOH.IHOﬁ IIOJIOCTH, a TAKXKC B BOCCTAHOBHUTCIbHOM
neprno€ HENOCPEACTBECHHO ITOCJIC OIICpallMi BAXXHYIO POJIb UTPACT UCKYCCTBCHHAA BEHTUIAUSA JICTKUX C YAJIMHCHHBIM

BBIJOXOM. B IMOCJICONIEPAIMOHHOM IIEPHUOJC TAKKE BAXKHO obecneunTsb APCHUPOBAHNE MOKPOTHI.

. VYponoruueckue, THHEKOJIOTMYECKHUE M KOJIOPEKTabHbIE BMEIIATENILCTBA y AMEHTOB ¢ Aeduuutom A1AT
PEKOMEH/TIyeTCsI, TI0 BO3MOXKHOCTH, TPOBOIUTH B YCIOBUSIX MECTHOW HJIH NIEpHIypaibHOM aHecTe3un [99].

VYpoBenb yoeaurensHocTH pekomenaanuii C (YpoBeHb TOCTOBEPHOCTH JJOKA3aTEIbCTB 4).
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