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HacnenctBennas HenoctarouHocTh ol antutpuncuna (al AT) —Anbsdal anTurpuncunoBas
HEJOCTAaTOYHOCTh — HACJIEACTBEHHOE 3a00JIeBaHKE, 00YCIOBIEHHOE CHUKEHHON KOHILIEHTpaluei
alanturpuncuna (AAT) B CBIBOPOTKE KPOBU, BOZHUKAIOIIEE BCIEACTBUE PA3IMYHBIX MyTallMil B T€HE
Pi, nposiBisitonieecs: B BUIE XPOHUUECKUX HECTICIU(PUUECKUX 3a00JICBAHUM JIETKUX C Pa3BUTHEM
AM(]PU3EMBI, a TAKKE MMOPAKEHUEM ITeueHH U cocynoB Henocrarounocts ol AT Obuia onucana B 1963 1
C.B. Laurell u S. Eriksson, koTopbie BriepBble OOHAPYXKUIIU CBSI3b MEXKAY HU3KUM CHIBOPOTOYHBIM
ypoBHeM ol AT u ampuzemMoii JIeTKux.
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AKTYOABHOCTb

[TOUHATO CYMTATH, YTO B EBpone aedomumtom AAT ctpaaatoT o1 1 Ha 1 600 Ao T Ha 2 000
4YEAOBEK, YTO B LLEAOM COCTABAAET OKOAO 125 000 4yeAoBeK. HeCMOTPA HA TO, 4TO AePUUMT AAT
CYUTAETCH PEAKMM 3ADOAEBAHUNEM, B HEKOTOPDIX HOCTIX MMPA, HAMPUMEP, B EBpone, 310
AKTNYECKM OAHO M3 CAMBbIX PACMPOCTPAHEHHbIX HOCAEACTBEHHbIX 3ADOAEBAHUMN.
3000AEBAHUNE CHUTAKOT PEAKMM TOABKO MOTOMY, YTO €0 YOCTO HE PACMO3HAIOT MAM HE
ANATHOCTUPYIOT. HOCTO NMPOXOAUT AAUTEAbHBIM MEPUOA BPEMEHMU, MPEXKAE YEM MNMOCTABAT
AMATHO3, AAKE €CAM DOABHOM OOPALLAETCH K BOPAYY C CUMMATOMAMM BoAE3HM. OAHO HAYYHOE
MCCAEAPBAHME MOKA3AAO, YTO AMATHO3 AePUUMTA AAT CTOBMACA B CPEAHEM Yepes / AeT
NOCAEAOIBAEHUA MEPBLIX CUMMNTOMOB. CpeAn NPUMYMH, MO KOTOPLIM OOABLLIMHCTBY AIOAEWN C
recppumtom AAT CTABUTCH HEMPABMAbHBIM AMATHO3, MAM AMATHO3 HE CTAOBUTCS BOBCE, MOXHO
AUTb CAEAYIOLLIME: ® CUMMNTOMbI 3000AEBAHUA Y PA3HBIX AKOAEMN MOTYT OblTb BECbMA
PA3AMNYHDBI; ® CUMNTOMbI XOBA MAM QCTMbI MOTYT ObITb CMPOBOLIMPOBAHbI LLEABIM PAAOM APYIMX
OKTOPOB; ® Y HEKOTOPbIX OOAbHbIX CUMMTOMbI MOAHOCTBIO OTCYTCTBYIOT.




Ta6nmua 1.

Yacrora Hambonee pacnpocrpaHeHHbIx annene Pi (%) B pa3sHbIx

permoHax
Paca PernoH M1 M2 M3 S Zz
EBponeo- BeHecys3na 80.5 7,0 6.2 5,0 0.9
e MNonswa 72 16 9.6 0.94 | 0,67
danwna 72,8 13,6 82 2,2 2.3
Huaoepnadaol 67.9 14.7 12,9 2.9 1.3
Moprtyranwna 51 26 5,3 15 0.9
CLA (esponeouaul) 72,4 13.7 9.5 23 1.4
DOpaHumna — S0 — Aal 1.4
MNpPeuwna - 96 — 2.8 0.2
BenukoSputTaHma — a3 — QD2 1.4
Caynoeckaa Apasuma - 92.6 - 5.2 2.2
NMuouna - 99 4 — - 0.6
McnaHua - 87.6 - 9,99 | 1,97
Poccwua 74.3-84.5 8,6-22.4 3,5-8,2 1,5 0.4
MoHro- KuTaii 70,9 20.9 4 — -
b AnoHwua 78.6 15.3 6.2 — —
Herpomnaow | CLLUA (yepHOKOXMKME) 98.2 - - 1.5 0.4
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e cBe/leHud 00 ajb(a-1-aHTUTPpUIIMCHHE

ATAT npencrasnsgeT coO0M HU3KOMOJICKYJISIPHBIN TTTUKOMPOTENH, COCTOSIIIUN U3 394 aMUHOKHCIIOTHBIX OCTaTKOB U
TpeX TUAPOKApOOHATHBIX 1enei. CBoMcTBa M PyHKUIMU MOIEKYNbl A1AT onpenenstoTcs CI0KHBIM CTPOCHUEM: TPEMS
OMpEeICIICHHBIM 00Pa30M YIaKOBAHHBIMU [3-CTPYKTYpaMH U PEAKTUBHBIM LIEHTPOM, CoepKaliuM MeTHOHHH . A1 AT
ABJISIETCS UHTUOUTOPOM CEPUHOBBIX MPOTEA3, OTHOCUTCS K CEMENCTBY CEPIUHOB (serpin — serin protease inhibitors).
OcHoBHBIM cyOcTparom juist A1AT ciaykuT 35mactasa HEUTPO(PUIIOB, BBIACISIONIASAC MTPU3AITATHBIX PEAKIIUSAX
opranusma. A1 AT, rmaBHbIM 00pa3oM, NPOLYHUPYETCS B pUOOCOMAIBHOM SH]IOIIA3MAaTUYE€CKOM CETUTeNnaToOMTOB. B
MeHbIIuX konndyecTBax A1AT BeipaOaTbsiBaeTCsi Makpodaramu, MOHOHYKJIEAPHBIMU (DarouuTaMu, HEUTpoduiamu,
OpOHXHMATBHBIM MTUTEINEM, aTbBEOJIONUTAMHU, KJIETKAMH KUIIIEYHOTO SMUTEINS], TAPEHXUMBI ToUeK. CeKpeTupyembIi
B iazmMy, A1 A1 O6naromapst OTHOCUTENIBHO HU3KOM MosekyssipHod Macce (54 000 — 61 000 Jla) pactipenenseTcano
cocyliaM U ¢/00IIMM KPOBOTOKOM MOMAJAET B JIETKUE, NTUPPYHAUPYET Yepe3 SHIOTEIUAIBHBIE U SIIUTEIUAIbHBIC
KJIETKU U HOHAPYKUBAETCS HA MOBEPXHOCTH 3nuTenus B konndectBe 10—15% oT ma3smeHHoro ypoBHsi. B neuenu B
SHJIOTUIZ3MATUYECKOM CETU IeNaToOMTOB CUHTE3UPYETCSl HEaKTUBHBIM npeamecTBeHHUK A 1AT, coctosmmit u3 418

\ aAMUHQKHUCIIOTHBIX OCTAaTKOB. [IyTemM MpOTEOIMTHYECKOrO OTIICTIEHUS] N-KOHIIEBBIX ENTUA0B 00pa3yeTcsl akTUBHAs
dbopma A1AT. B nanbHeliemM akTUBHBIN TIIMKOIIPOTENH CEKpeTupyeTcs B KpoBb. A1AT oTHOCHTCS K OBICTPO

YU HTEe3UpyEeMbIM O€JIKaM: BpEeMsl €ro CUHTEe3a 3aHuUMaeT He 0osee 90

(HYT.
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Pirscyriox T. Bermox, KOTOPBIN CMHTEIIMPYeTCST B ITeYerHs
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I eHeTHYecKH MOJUMOPGhU3M ajibpa-1-
AHTUTPUIIMCUHA

3a nmpoaykuuo A1AT oTrBedaeT reH, paciioIoKEHHbIA Ha
xpomocome 14q32.1, HazeiBaembii SERPINATI (serpin
peptrdase inhibitor, clade A) nnm PI (proteinase inhibitor).
BBICOKO ITOJIMMOp(QeH: n3BectHo doisee 500 ero
JJIEIBHBIX BAPUAHTOB, U3 HUX OKOJIO 30 MMEIOT
KJIMHAYECKOE 3HaYeHue. HacnemoBanne oCyIeCTBISICTCS
10 3aKkoHaM MeHelsl ayTOCOMHO-PELECCUBHO WU
KOOOMHWHAHTHO.




BapuaHThl Hac/Ie10BaAaHUSA I'eHa ajib(a-1-aHTUTPUIICHHA

MM — o0a BapuaHTa reHa 340pOBbI

MS nmn MZ (PIMS, PIMZ) — oauH reH UCcrpaBHBIA, APYTOMl — HET, KOJIUYECTBO
BbIpaOOTaHHOTO alib(a-1-aHTUTPUIICHHA MEHBIIIE, HO JJOCTATOYHO IS
BBIIIOJTHEHMS CBOEH (DYHKIIMH, €CTh PUCK IEpeaadyu «O0JIbHOT0» I'eHa MOTOMCTBY
SS (P1S8) — 0e3 cuMnTOMOB WJIM HE3HAYUTEIIBHBIE MIPOSBICHUS AcPuUunTa
anb(ha-1-aHTUTPUIICMHA, CHHTE3UpYyeTCs 0K0JI0 60% HEOOXOAMMOIO KOINYECTBA

S7/ (P1SZ) — moBbIII€H PUCK SM(PU3EMBI JIETKUX, B KpOBU TOJIBKO 40%
HEOOXOIUMOIO0 aHTUTPUIICHHA
7. (P1ZZ) — naubosee Tsoxenas popma nedunura, 10% ot HOpMbI



EcTb HEeCcKobKO (POopM U cTeneHeln aeuimnTa, KOTOpble INIAaBHBIM 00pa30M 3aBUCIT OT TOTO, CKOJIbKO (1 min 2
KOTIMH) J1Ie(heKTHOTrO reHa uMeeT 00JbHOM. B OONBIIMHCTBE Clly4yaeB, Y B3pOCHbIX O0IBHBIX TsKeas ¢opma
nedumuta A1AT MOXeT cTaTh IPUYMHOKM BOZHUKHOBEHUS MTaHAIMHAPHOM 3MPu3eMbl Jierkux win XObJI ocobenHo,
€CJIM OHM YacTO HAXOATCS IO/ BIUSHUEM Ta0AUHOTO JbIMA WJIW IO BO3ICHUCTBUEM JIPYTUX BPEIHBIX (DAKTOPOB
(HanmpuMep NMpodeCcCuoHaTBHOTO MUK, aCOECTOBOM MBLIX U T.11.). Pexke, y B3pOCHbIX, a TAaKXKe Y JeTeH, 1eOUITUT
A1AT (nipu Tskenoi popme HEJOCTAaTOYHOCTH ITOTO O€JIKA) BhI3bIBAET 3a00JI€BaHUS IIEUCHH, a MHOT/IA U APYTHe
HapyIIeHUs. OJlHa U3 ero (PYHKIIMH - 9TO 3alluTa JIETKUX OT (hepMEHTA 31acTa3bl, KOTOpPasi BIpa0aThIBAIOTCS
KJIETKaMH KpOBU HEUTpo(uiiaMu, KOTOPbIE MOTYT MOBPEAUTh COCTUHUTENbHYIO TKaHb. CYUTAETCS HOPMOM, Koraa
YPOBEHB B KpOBH allb(da-1-anturpurncuna cocrapiset 1.5-3.5 r/n. Y mun ¢ dernorunom PiSS, PIMZ u P1SZ,
ypoBeHb,B kpoBu A1AT coctapisier ot 40,0 10 60,0% oT HOpMaIbHOTO YpoBHS. OOBIYHO 3TOTO IOCTATOYHO, YTOOBI
3AIUTHATD JIETKUE OT BO3ACHCTBUS 3J1acTasbl (JJ1s JIIOJIeH, KOTOphie He KypsT). OaHako, y iaull ¢ penotunom PiZZ,
ypoB€Hb A1AT Menee 15% oT HE0OXOAUMOTO YPOBHS, U HanOOJIee BEPOSTHO, YTO UMEHHO Yy HUX B MOJIOJOM
BO3pacTe OyAeT pa3BUBaThCs naHamuapHa sMduzema Jierkux. Y 50,0% u3 3TUX MandeHTOB MOXKET Pa3BUTHCS [UPPO3
ngueHu, Beab AlAT HE MOXET TPaBUIILHO BBIJICIISITHCS, @ TOTOMY HaKaIUIMBAETCs B MeUeHU. buorncus neyeHu B

KHX ClIydasiX MHOKaxkeT Hanuuue PAS-M03UTUBHBIX, PpE3UCTEHTHBIX K IMacTa3y (JIMacTa3bl yCTOMYMBHIX )
OpazoBanuii (rpanyin). Haubonbimmuit Bpen 00abHbIM AeuiuToM A lAT HAHOCUT CUTapEeTHBIN AbIM WU JPYTHE
arpsI3HUTENN BO3/yXa - CHJIMKaTHAs!, ac0€CTOBasI MbLIb OOBIYHBIN TOPOJICKOM CMOT T.].



DeHoTun KoHueHTpauy?

rin MKMONB/N
2039
1935
14—20
13-23
9—15
2—8
Nollpal ] 0 0
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Kakmm oBbpa3om HEAOCTATOK AAT
BbI3bIBAET 3000AEBAHME AETKMXS

0 TlpotenH AAT CUHTE3IMPYETCSA B NMEYEHU 1 MOCTYMNAET B KPOBb, A 3ATEM B AETKME. PYHKLLMA
3TOro NPOTEMHA COCTOMT B 3ALLIUTE AETOYHOM TKAOHU OT MOBPEXAEHMS, MPEAOTBPALLLEHNM
ArPECCUBHOIO BO3AEMCTBMA HO 3AOPOBbLIE KAETKM AETKMX, KOTOPOE, B OCHOBHOM,
OBYCAOBAEHO APYIMM MPOTEMHOM, BbIDAOATLIBAEMbIM AEUKOLMTAMM, — HEUTPOJOUABHOM

AQCTA30M. AENCTBUE HEUTPOOMABHOM DAACTA3bI 3AKAKOHAETCH B PA3PYLLEHMM
MOBPEXAEHHbIX KAETOK M OakTepumn. AAT NpeAOTBPALLLIAET ArpeCCMBHOE BO3AEMCTBUE
HEUTPOOUMABHOM SAACTA3blI HO 3A0POBbLIE KAETKM AETKMX.




SmMmcdbonsema

HopmansHoOe nerkoe

CAT-AT ans He#Tpa-
' '.ituaa;mu HS

Puicyrnox 3. HedTpodomner pazspyluarorT CakTepm, Bbi-
cBoOoboxgas pepmenT snacrazsy (HS — nedrpodmnnerHas
snnacrTrasza). Mz6sitoyrHbslie KonnyecTea epmerntTa HS
HerlTpanmnzyroTca AT-AT
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HopmanosHoe nerkoe ' SDmdomzema

JDocrarcussio
Al-AT. neiTpa-

LAT-AT one nefiTpa-
nwsaupms HS A

Lnm3apin HO

-
A |

Puicyrnox 4. Takme e npolecchl mMpomMcxongar M

B Terkmx y onesrHebix ¢ AATH ., ogriaxko HegocrTtaTtox AT -AT
nMpPmMBOONT K pazpyiucerHmro HO cobcreBeHHOME neroYywwoid
TKaHM M K smdsmrzerme

HopmansHoe nerkoe Smcbmzema

DocTaTosHo
AT1-AT: HedATpa-

DR R R )

Pucyrnox S. HO pazspyilunna CTeHKY ailbBeosibi



Puick pa3BuTus SM(PU3eMbl 3HAYUTEIILHO BO3PACTAET IIPU CHUKCHUU YPOBHS
ceiBopoTodHOro A1-AT menee 0,8 r/n (11 mmons/in) (Hopma — 2,0—4,0 1/1). Kak
MPaBUJIO, B KIIMHUKE Y TAKUX MAIlMEHTOB OTMEUYaeTcs ojbliika (67-98 %), kotopas
3HAYUTEIBHO CHUKAECT Ka4E€CTBO KU3HU MAIIMEHTOB M 3aCTaBISICT UX BIIEPBBIC O0PATUTHCSA
K Bpauy. Kpome smpuzembr AATH MokeT nposiBAATHCA UANONATUYECKUM (hUOpPO30M,
OpOHXO3KTa3aMH; UMEIOTCA JIAHHBIC O €€ CBA3U C PA3BUTHUEM PaKa JIETKHUX.
Hexoteprie aiutenu rena mykoBucuugo3a (CF) crnocoOCTBYIOT pa3BUTHIO
TUCEEMHUHUPOBAHHBIX OPOHX03KTa30B. OMUCAHBI CJIy4yal COYETaHUSI MYKOBUCIIMI03a U
AATH, npuuem oguu annenu reHa CF npeapacnonararT K 6osee 100poKaueCTBEHHOMY
CUCHHUIO Mpollecca, Apyrue — k 0osiee Tsoxenomy. Cpeau 00IbHBIX ac0eCTO30M
OTMEYAETCsl BO3pacTaHue 4acToThl ayuiens P1S B 4 pa3za, 4To CBUIETEIBCTBYET O
peapacnoiokeHHOCTH nanueHToB ¢ AATH k pa3BuTHIO TaHHOW MPOPECCUOHATBLHON
MaTOJIOTHH.



YpoBeHb ajib(a-1-aHTUTPUNIUCHUHA B HOPME U (PU3HOJIOTHYECKUE KOJIeOaHu .

anOompime komyectBa A1AT comeprxarcs B CBIBOpOTKE KpoBH, obectieunBas 90% Bcen
€€ aHTUNPOTEa3HOM aKkTUBHOCTH. Takxke A1AT oOHapyKMBAaETCS B CIMHHOMO3TOBOM,
TKaHeBBIX KUJIKOCTAX. A1AT coctaBisier 80-90% dpakiuu ol-rmoOynrnHoB U 4% Bcex
CBIBOPOTOYHBIX MPOTeHHOB. CyiecTtByeT A1AT B KpoBH KOpOTKOE BpeMsi. Ilepros ero
noaypaciaga ot 3 g0 6 gaei. Hacnegosanue renoruna PIMM o0OecniednBaeT HOpMaibHBIN
ypoBeHb A 1AT (20 Mxkmoub/sin Bbliie), ipuHuMaembiid 32 100%. 95% uHIUuBUAYYMOB C
TsoKEIbIM geuuuToM A lAT roMo3uroTHsl 1o Z-amiento, 5% UMErT ApyTrue peaKue

1. S-aJUIeNb SBISICTCA NPUYUHOM yMepeHHOro cHrxkeHus A1 AT. HopmaneHas
koHnefitpanusi A1AT B kpoBu cocrasiset 2,0-4,0 /i1, mo JaHHBIM HeemomeTpur. B HopMme
neugHb cekpetupyeT 34 Mr/krA1AT B CyTku, HO IPU HAJTUYHUKU BOCHAIUTEIBLHOTO,
OIYYyXOJIEBOTO MPOIIECCa MPOAYKIIAS MOXKET BO3pacTarh B 2—5 pa3. Ha atom ocHoBanuu A 1AT
OfHOCUTCS K MapkepaM ocTpou (a3bl. CTpeCcCOBbIE PEAKIINH, IIOK, OEPEMEHHOCTb, TPUEM
CTPOTEH COACPIKAIUX MPenapaToB COMPOBOXKIAIOTCS MOBBIIICHUEM KOHIIEHTpau A1AT B
poBu. HaGmionarorcs ce3oHHbIC KoeOanus A1AT ¢ mogbeMoM B OCEHHUI MEPUOJ U
MEHBILIEHUEM BECHOM.




3eMa (C IPEUECKOro — «HayBaTh, pa30yxaThy) — 3a00JICBaHUE JIETKUX, XapaKTePHU3YIOIIEeCs
OTHMYCCKHM PaCHIUPEHUEM IOJIOCTeH. JIEeTKOe CTaHOBUTCS 00BEMHBIM 3a CYET TOTO, UTO JOIMATCSI CTCHKH
aJIbBEOJI (MaJE€HbKHE MYy3bIPhKH U3 KOTOPBIX, COCTOMUT JICTOYHAs TKaHb) U 00pa3yroTcsi OOIbIINE TOJIOCTH C
BO3JIYXOM, KOTOPbIE HE MOTYT BBIIOJHATH (DYHKIIUIO ra3000MeHa. OCHOBHBIC CUMIITOMBI — 3TO OZBIIIIKA,
3aTPYAHEHHUE JbIXaHUsI, XPUIIbI.

Jlerkme

[IpumedaTenbHo, uTO 00bIYHO dMpu3eMa u XOBJI BO3HUKAIOT y T€X NAIIMEHTOB, KOTOPHIE PEryISIPHO MOABEPraroT
CBOM JIETKHE BO3JIEUCTBUIO BPEIHBIX (DAKTOPOB: JBIMY OT CUTAPET MU BIBIXaHUIO YACTHUI] MPOMBIIIIEHHBIX
OTXOJIOB, KOTOPbIE€ OCEAAIOT B JIETKUX U MOBpexkaatoT ux. Ho ecnu smbuzema wim XOBJI Bo3HUKaeT y malueHTa,
KOTOPBIN HE KYPUT U )KMBET B XOPOIIMX SKOJOTHYECKUX YCIOBUSAX — TO 3TO Mpu3HaK aAeduimra A1AT.
XUMUYECKUESMCIIBITAHUSA TTIOKA3AJIU, YTO CUTAPETHBIN JIBIM OKUCISET aMUHOKUCIIOTY METUOHUH, BXOAAIIVN B
coctaB A1 AT u «1eopMupyroT» €ro CTpyKTypy, UTO BBI3BIBAET SMPUZEMY.

Yem HUKe ypoBeHb aib(a-1-aHTUTPUIICMHA, TEM BBIIIE PUCK PA3BUTHUS SM(PHU3EMBI.

KOTOPBI HE MOXET MOJHOLIEHHO YTHJIM3UPOBAThCS KIETKamu rneueHu. Kak cineactsue, B Ne4eHn HAaKarIuBaeTCs
TPT (PEPMEHT U MOBPEXKAAECT OpraH: pa3BuBaercs GpuOpo3, a 3aTeM U HUPPO3 neyeHu. JlanHas maronorus OoJbliie
CIIPOCTPaHEHa B JIETCKOM BO3pacTe, YEM BO B3POCIIOM.



Kauauka

M OCHOBHBIX CMMIITOMOB Je(puuuTa ajabPa-1-aHTUTPUIICUHA HEO0OX0AMMO BbIACJIUTH CJeAyIIHe:
00bluiKa, ceucmaauiee ObIXanue u cyxue ceucmaujue xpunul ¢ jeckux. 4Yacro, nposiBjieHus 3Toil 00J1e3HH
MOXO0KH HA MPU3HAKHU PEKYPPEHTHBIX PECIUPATOPHBIX HHPEKIMH UJIU aCTMbI (KOTOPas He MOJIAeTCH
CTaHJAapTHOMY JeuyeHUuro. Y jun ¢ A1AD B Bo3pacre 30-40 et Mo:keT pa3sBUTHCA IMPU3eMa JerKux, Jaxe B
TOM CJIy4ae, €CJI¥M OHU He KYPAT, XO0TH KyPeHHe 3HAUYNUTEIbHO MOBBINIACT PUCK BOSHUKHOBEHUA M (pU3EeMBbl.
Hepuuur anbda-1-aHTUTPUNITUCHHA TAKKE BbI3bIBACT HApPYIeHUE PYHKIUN MEYEHU U B HEKOTOPbIX
CJIy4YasiX MOKET IMPUBECTH K MUPPO3Y NMeYeHU U NMeYeHOUYHOH HeaocTaTouHoCcTH (B 15% ciayuyaeB). UMeHHO
3TO OCHOBHASI IPUYUHA TPAHCIVIAHTAIMHU MEYEHU Y HOBOPOKICHHbIX.

T 0.1-AaHTUTPUIICUHA MMeeT 3HAYEeHMe IJIsl BOSHUKHOBEHHUS U NMPOTrPEeCCUPOBAHUS CIAEAYIOIINX
3a0oseBapuii: - lluppo3 neuenu; - XObBJI; - IIneBMoTOpaKc (0COOEHHO CIIOHTAHHBIN Y 00JBbHBIX C
dMusexoii Jerkux); - Acrma; - Cunapom Berenepa; - Ilankpearur; - /KeJ4yHbIM KAMEHb; -
Bponyoskraruueckas 00/1e3Hb; - Ta30BbIil MPoJIANC OPranos; - [lepBuUHBIN CKICPO3MPYOIINI XO0JIAHTHT;

- Ay/OMMMYHHBIU renarturt; - IMduzemMa, KOTopasi NPEeMMYIIEeCTBEHHO BO3HUKAET B HUKHEN YaCTH JIETKUX U
BbIbIBA€T BOBHUKHOBEHUE 0YJLI; - l'emaroue/uIOIsIpHasi KApUMHOMA (PaK nmedeHu); - Pak MmoveBoro
myBbipsa; - Pak keauHoro ny3sips; - Jlumpoma; - Pak jerkumx;




J/lnarnocruka

3aboJieBaHUE TMATHOCTUPYETCS OUCHBb peako. B OonbIIMHCTBE ciyyaeB, O0JbHBIC anbda-1-
AHTUTPUIICUHOM O€3YCIIECIITHO JICUATCsl C HEBEPHBIMU JIMAarH03aMy — OpOHXHaIbHAs acTMa (TsSKeI0e
3a00J1eBaHrEe OPOHXOB AJIJIEPrUUSCKOTO XapaKTepa, MPOSBIISICTCS MPUCTYIIaMU 3aTPYAHEHUS AbIXaHU),
XpOHHUYECKast 0OCTPYKTUBHAs O0JIE€3Hb JIETKUX U JIP.

JlnarHos ycTaHaBIMBAETCAd HA OCHOBAaHWU aHAMHe32a, KaJI00, XapaKTEPHBIX CUMIITOMOB — OJIBIIIIKA, KaIlleb,
HapyIlIeHHUE AbIXaHus (ydalieHue JIM00 ype:KeHUe, U3MEHEHUE pUTMa), OTCYTCTBUS A(DPeKTa OT MPOBOAUMON
TepaIuy JErouHpix 3a0oiaeBanuid. OnpejeneHue yposHs ol-AHTUTpUNICUHA B KpoBH (B HOpMe 1,4—3,2 1/,
IpY JJAHHOM 3400JI€BaHUN YPOBEHb CHHXKAETCSI).

I'eneTnyegikoe odcieloBaHNE — BBISBIISIIOTCS XapaKTEPHbIE MyTalluu (M3MEHEHHS B CTPYKTYPE XPOMOCOM),
KOTOPBIE/B 3aBUCUMOCTH OT CT€NEeHU JAeduiuta ol-ArTutpuncuna mudpyrores kak: PIMM: 100%
(HopMmyibHBI), PIMS (80% ot HopMasibHOTO ypoBHS), P1SS (60% oT HOpMasibHOTO ypoBHS ), PIMZ (60%),
PiSZ (40%), PiZZ (10-15%).

O3MOKHA TAKKE KOHCYJIBTALUS TaCTPOIHTEPOIIOTA, MYJIbBMOHOJIOTa, MEAULIMHCKOTO TEHETUKA. aHAJIU3
BHSI ayib(a- 1 -aHTUTPUTICHA B KPOBH.



HecmoTtpst Ha JOBOJIBHO MIMPOKYIO PACHPOCTPAHEHHOCTHh HENOCTATOYHOCTH A 1AT 1 HECOMHEHHBIE

NPEUMYIIECTBA €€ PAaHHEW IUArHOCTUKHY, JUIllb B HeciaTke ctpad (CIUIA, @pannus, Mcnanus u np.)

OCYILIECTBIISAIOTCA CKPUHUHIOBBIE MPOTPAMMBI T10 BBIABICHUIO 3TOU IATOJIOTUM. B HacTosiiee Bpems

BEJIYTCSl aKTUBHBIC pa3paOOTKH OMOUMIIOB IS AeTeKiuu aedunutHbeiX amienei rena SERPINAL. B

benapycu ckpunuHr Ha npeamet aepuunta AlAT u HoCUTEILCTBA MyTal[Mid F'€Ha, OTBEYAIOILIETO 32
cunte3 A1AT, HeHamaxeH.



AeyeHme

0 Aedomumt AAT MOXHO KOHTPOAMPOBATL, HO BbIAEYMTb 3TO 3000AEBAHME HEBO3MOXHO. OAHAKO
PAHHAI AMATHOCTMKA MMEET O4EHb DOALLLIOE 3HAYEHUE, TOK KAK OHA MO3BOAAET KAK MOXXHO PAHbLLIE
HQYATb AeYeHMe. » OCHOBHbIE HAMPABAEHMI AEYEHMA NPU MOBPEXAEHMM AETOYHOM TKAOHU AevyeHune,
KOTOPOE MOXET ObITb HA3HAYEHO MALUMEHTAM, CTRAACIKOLLIMM ARYTMMM PECTIMPATOPHbBIMM
3000AEBAHMAMM, TOKMMUM KOK OPOHXMAABHAA ACTMA MAKM XOBA, MOXET BKAKOYATH:

* UHTOAALUMOHHbIE OPOHXOAMAQTATOPSI;
* KOPTUKOCTEPOMADI;

* KUCAOPOAQTEPAMUIO;

* AETOYHYKY PEADUAUTALMIO.

3AMECTATEABHA TEPAMMA NPENAPATAMM AAT B HEKOTOPLIX CTPAHAX EBPOMbI BO3MOXXHO MPOBEAEHME
QAYTMEHTALIMOHHOM (3AMECTUTEABHOM) TEPAMMM, 1 ObIAO BbICKA3AHO MOEANOAOXKEHME, YTO TAKAS
TEPANPIA MOXET MMETb ONPAHMYEHHbBIN (AEYEDHDBINY 230D EKT. 3AMECTUTEABHAS TEPAMMSA 3AKAIOYAETCH B
eXxeHeAEAbHOM BBEAEHMM AO3bl AAT, CMOCOOCTBYIOLLLEW MOBbILLEHMIO YPOBHA AAT B KPOBM 1 B AETKMX.
PUJAOCTUXEHMM AOCTATOYHOTO COAEPXKAHUA AAT, HOYHET PEAAU3OBbLIBATLCH 3ALLLUTA AETKMX.

AYMEHTbI, MOAYHAIOLLIME 3AMECTUTEABHYIO TEPAMMIO, AOAXKHbI BCE PABHO BPOCUTL KYPUTb M M3DETaTb
ENCTBMS 3ATPA3HAOLLLMX BO3AYX BELLLECTB. ACHHbIE HEKOTOPbLIX MCCAEAOBOHMM MO3BOASIOT
AMOAOXMTb, YTO 3AMECTUTEABHASA TEPAMMIE MOMOTAET 3AMEAAUTL PA3BUTUE DMADU3IEMbI, OAHOTO M3
NOHEHTOB XOBA. OAHOKO KAMHUYECKUMM UCTIBITAHUAMM STO MOKC HE MOATBEPXKAEHO.



Jledenue nepuuura ajabda-1-anTuTpUNCHUHA

Creunduueckux METOIOB JICUEHUS HE CyIIEeCTBYET. [l mpeaynpeKaeHusl IporpeccupoBanus 3a00eBaHusl HEO0X0AUMO H30eraTh HeOIaronpusITHOTO
BO3/ICIICTBUS HA JIETKHUE U [1€YECHb:

-0TKa3 OT KypeHus (B TOM YHUCJIe “ MaCCUBHOTO — BJbIXaHWE Ta0AYHOTO JIbIMa OT CUTAPET, KOTOPHIE KYyPAT OKPYKAIOIIUE);
-130eraTh KOHTAKTa C 3arps3HEHHBIM BO3IyXOM (HaIpUMED, JOPOKHAS MbUIb, CTPONKN);

-B ClIy4ae MPOKMBAHMS B METAIIOJIUCE C MII0XOH IKOJIOTHYECKOM 00CTaHOBKOW — PEKOMEHIYETCSI CMEHUTh MECTO JKUTEIBCTBA (PKETATENIbHO, Ha CEJIbCKYIO
MECTHOCTH);

-coOmonenne auetsl Ne5 (orpaHrueHUe KUPHOTO, )KAPEHOTO, OEIKOB U . );
-0TKa3 OT AJIKOTOJIS;

-OrpaHnugAre (HPU3NIECKUX HATPY30K (TONBKO JieueOHas GU3KYIBTYpa).

CumMmntgmaruyeckas Tepanusi:
-TeNATONPOTEKTOPHBIE TIpenaparsl (yIydlaT PYHKIIAIO TICYCHH);

IXareabHas THMHACTHKA (pa3en JiedeOHON hU3KYIBTYpPBI, COYCTAIOIINI B ceO€ BBITTOJIHCHNE (DU3UICCKUX YIIPAXKHEHUHN (HAKIOHOB, IPUCEIAaHNUN U TIP.)
c/ompeIeICHHBIM JIbIXaTeIbHBIM PUTMOM (HAIPUMED, BO BPEMSs HAKJIOHA BIEPE]l YCUIIECHHBIN, TPOMKHUM BBIIOX ));

KHUCIIOPOAOTEPAIHUS (B TSIKENBIX CIydasiX, IPU YXYIIUIEHHH COCTOSIHUS — ToJjada KUCIopoia O0JbHOMY Yepe3 KUCIOPOIHYIO MACKy WIIH C MOMOIIBIO
anmapara UBJI (UckyccrBennoi Bentmsuu Jlerkux)).

B HEKOTOPBIX CTpaHaX MPOBOAUTCS JiedeHHE AeduIuTa ol -AHTUTPUTICHHA ITyTeM 3aMECTUTEIHHON TepaTii — BHYTPHUBEHHOTO BBEICHUS 0.1 -
AHTUTPUIICHHA, BBIIEIEHHOTO U3 JOHOPCKOM KpoBU. OJIHAKO Takasi Tepanus ycyryoiaseT HapylIeHHsl eYyeHu (B Hell OTKIIabIBaeTCs ellle Oobliee
Koirm4aecTBO ol-ArTuTpuncuna). [lpu pasButiun nuppo3a nedeHu (rudesb KIETOK NEUYeH! U UX 3aMelleHre 0eCIoIe3HON COSTMHUTENFHOU TKaHbIO,
IPUBOJIAIIEE K TIOTHOMY HApYIICHUIO (PYHKIIUU TIEYEHH ) U OIMPHU3EMBI JeTKuX (“ B3MyTHE” JIETKUX M3-3a MATOJIOTUIECKOTO PACIIMPEHHS MEITKUX OPOHXOB
(OpoHXMOJT) U aTbBEOJII, IPUBOASAIICE K MOTHOMY HApyIICHUIO (PYHKITUHU JIETKUX ), PU TAHHOM 3a00J1€BaHUH MPOJIUTH KU3Hb 00JIbHOMY MOXKET TOJIBKO
paHCIUTAHTAIHS TICYCHH U JICTKUX.
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