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disease

XpoHuueckast 00CTpYKTUBHasI 00Jie3Hb Jierkux (XODBJI) —
TEePBUYHOE XPOHNIECKOE BOCITAJIUTEIbHOE 3a00JIeBaHNE
C MIPEUMYIIECTBEHHBIM MOPAXKEHUEM TUCTATbHBIX OT/IE-
JIOB ABIXaTEbHBIX MyTEi, MAPEHXUMBbI JIETKUX U (HOPMU-
poBaHUeM 3MGU3EMBbI; OHO XapaKTepHU3yeTCsl OrpaHrye-
HUEM BO3IYITHOTO MOTOKA C Pa3BUTHUEM HEOOPaTUMOM
(MM He TIOTHOCTHIO 00paTHUMOI) OpPOHXMATBbHOI 00-
CTPYKIIMU, BBI3BAHHOI MPOAYKTUBHOI Hecreuuduyec-
KO TepCUCTUPYIOLLEH BocTIaTUTeNbHOI peakiueil. bo-
JIe3Hb Pa3BUBACTCS y TMPEAPACIIONOXEHHBIX JIUIL U
MPOSIBJISIETCS] KAllIeM, OTJeJIEeHUEM MOKPOTHI M Hapac-
TalOLIEW OABIIIKON, UMEET HEYKIOHHO IPOIPECCUPYIO-
LM XapaKTep C NCXOIOM B XPOHUYECKYIO TbIXaTeTbHYIO
HEJI0CTaTOYHOCTh U JierouHoe cepaile |1, 2].

Kaxk crnenyer u3 onpenenenusi, XOBJI pa3BuBaeTcs
NaJleKo He Y BCeX JII0/IEi, a TOJIbKO y MPeApacionokeH-
HBIX JIMI ¥ TIPY BO3ACUCTBUU ONpPEAEIEHHBIX YCIOBUIA.
IMTomMuMO O6TIIETIPU3HAHHBIX U HE BHI3BIBAIOIIUX COMHE-
Hus (paxkropoB pucka pa3sutusg XOBJI — Tabakokype-
HUSI, a3POIOJUTIOTAHTOB U JIp., 3HAYUTEJbHYIO POJIb B
IaToreHe3e 3TOro 3a00JIeBaHMsI UTPAIOT U TEHETUIECKUE
akTophl, cpenu KOTOPBIX MEPBOE MECTO 3aHUMAET Jie-
¢bumut o -antutpuricuHa (AAT).

Mpoteasbl n nx VIHFVIGMTOpr B NIEerkux

B narorene3ze XOBJI MOXHO BBIIEIUTH TP OCHOBHBIX
mnpolecca, 3anmycKaroluxX naTo(pu3nogoruiyeckue "mo-
pOUHBIE Kpyru" MporpeccupoBaHust 6ojie3HU. DTO, BO-
MEePBBIX, BOCHAJICHWE B AUCTAIBHBIX OTHENAaX HIDKHUX
ObIXaTeJIbHBIX IIyTeil, BO-BTOPBIX, OKCHUIATUBHBII
CcTpecc M, B-TpeTbUX, HapyllleHue OajaHca B CHCTeMeE
"mpoteonn3 / antunporeonus” [3].

Tabauua 1
IIpomeasvt — ywacmuuxu namozeneza XObJI
CepuHoBble LiuctenHoebie MatpuKcHble
nporeasbl npoteasbl MMN

H3 Katencui B MMI-1 (konnarenasa)
Karencui G karencut K MM-3 (cTpomonunauH)
npoTtenHasa 3 Katencus L MM-7 (maTpunnaun)
KaTencuH S MMI-9 (xenatuHasa B)

MMN-12 (makpodaranbHas
MmeTannoanacrasa)

Hapyuienue 6anaHca mpoTread M aHTUIPOTea3 IpU
XOBJI MoXeT BOBHUKATD 3a CUET TUTIEPITPOAYKIINHY (VTN
YBEJIMYCHMSI aKTUBHOCTH) IIPOTea3 WIIM IIPU ITOAaBJIe-
HUU aKTUBHOCTU (YMEHBIIEHUU aKTUBHOCTH) aHTUIIPO-
Teas.

OCHOBHBIMU TPYIIIAMU TIPOTea3, MPUHUMAIOIINMU
yuyactue B matoreHese XOBJI, gBisioTcs cepuHOBHIE,
LIMCTEMHOBBIE, a TaKXe MaTPUKCHbIE METa/UIONpPOTeU-
Hasbl (MMII; Taba. 1). CepuHoBbBIE MpOTEa3bl COAEPXKAT
B CBOEM aKTMBHOM IIEHTPE aMHMHOKHUCIIOTY CepUH, IIHC-
TEeMHOBbIE — LIMCTEUH, a MaTpukKcHbie MMII — nuHK.
WcrouHukamMu mpoTtea3 B JIETKUX CIyXaT HENocpe.-
CTBEHHbIE YYAaCTHUKM BOCIHAJEHUS — Makpodaru u
HEUTpOWIBI U B HEKOTOPOI CTEIIEHW — OpOHXMANIb-
HBII armTenuit (pucyHok). Hanbomnee n3yueHHOM cepr-
HOBOI1 TIpoTea3oii SBIsieTCsl HeWTpogMIbHas 3jacTa3a
(HD), xotopast yuacTBYeT B €CTECTBEHHOW JIerpagaluu
OCJIKOB 3KCTPAICIUTIONIIPHOTO MaTpUKCa JISTOYHOM T1a-
PEHXMMBI — 3JIaCTHHA, KoJllareHa, (MOpOHEeKTUHA, Jia-
MUHMHA, IPOTeOrIMKaHOB. HD sBjseTcs] MOLIHBIM UH-
JTYKTOPOM CEKPEeLMU CAWU3U U TUIIEePIUIa3uM CIU3UCTBIX
xkemne3. OHa TakKe BBICTYIIAeT KaK aKTHBHBIA KOMIIO-
HEHT MHQEKIIMOHHOMN 3aIllUThl, y4aCTBYs B pacIleruie-
HUM OCJIKOBBIX KOMIIOHEHTOB OaKTepUaJbHON CTEHKM.

HEATPO®UN MAKPO®AT SMUTENNI BPOHXA

@

HeiirpodunbHas anactasa KarencuH B HeiirpodunbHas anactasa

KarencuH G KarencuH K
MpotenHasa 3 KarencuH S
MMM-8

MMM-9

Karencu L
MMM-1
MMN-2
MMM-3
MMN-7
MMM-9
MMN-12
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Tabauuya 2
HUneubumoput npomeas 6 aeexux
MpoTeasHblii WcTouHmnk ®usnonornyeckas
MHIMGUTOP uenb
AAT CbIBOPOTKA KPOBYU HI,
(renaTouuTbi), npoTenHasa 3,
OpoHxXUanbHbIit KarencuH G
anuTenuii, Makpodarn
(1-aHTUXUMOTPUNCUH  CbIBOPOTKA KPOBYU katencut G
(renaToumTbl)
(12-MaKpOrnooynmH CbIBOPOTKA KPOBM LIMCTEMHOBbIE
(renaTouuTbl) npoTenHasbl, H3
CeKpeTopHblii
NeNKonpoTeasHbIi TKaHeBble Makpodaru CEepPUMHOBbIE NPOTEasbl
MHIMOMTOP
Linctatnhbl A, C, S makpodaru LIMCTENHOBbIE NPOTeasbl
TkaHeBble UHTMOMTOPbI  anbBEONSIPHbIE MeTannonpoTenHasbl

MMM tmn 1, 2 1 TKaHeBble Makpodaru

Boigenenue HD u3 HeliTpoduaoB B 3KCTpaLe/UTIONSP-
HOE MPOCTPAHCTBO MTPOMCXOIUT TIOJ BIMSTHUEM Pa3JINy-
HbIX cyocTaHmit: muToknHoB (PHO-«, 1L.-8), nunomno-
JrcaxapuuoB, (parMeHTOB OaKTepUaIbHOM CTeHKH [4].

B rpymity aHTUIIpoTeas, MPOTUBOCTOSILIUX AECTPYKTUB-
HOMY JefcTBUIO MpoTeas, BXoasiaT AAT, a,-Makporiooy-
JINH, IIACTAaTUHBI, CEKPETOPHBIC MHTUOUTOPHI JICHKOITPO-
TeMHa3bl U TKaHeBble UHI1OuTOopsl MMII (Tab1. 2) [5, 6].

AAT: ctpoeHue, PyHKumMKM, CneacTeus aedpuumra

AAT — 3T0 HU3KOMOJIEKY/ISIPHBIN OEJIOK, COCTOSIINIA 13
394 aMMHOKMCJIOT 1M 3 KapOOrMApaTHBIX LIEMOYeK, OT-
HOCSIIUIACS K TPYIIE CepIIMHOB-UHTMONTOPOB CEPUHO-
BBIX mpoTrea3. OH CHUHTE3MPYETCSI M CEKPETHPYETCS
SHAOIIA3MAaTUYECKUM PETUKYIYMOM TIelaTOLMTOB, B
MEHBbIIIEeH cTereHU MakpodaraMu U OpOHXUaTbHBIM 31U~
tenreM. AAT obiagaeT IMPOKUM CIIEKTPOM aHTUIIPOTE-
a3HOI aKTUBHOCTHU, BKJTFOUAIOIIINM TTOAAaBJICHUE TIPOTEH-
Ha3pl 3, karencuHa G, akTWBaTopa INJTa3MUHOTEHA,
TpuricuHa u ap. OnHaKo IJIaBHOM ero (hu3nogaorudyeckoi
LeJIblo siBJIsieTcsl uHruomposanue HD. HeBo3MOXHOCTb
AAT HelTpanu3oBaTh U30BITOUHBIE KomdecTBa HD mpu-
BOIUT K MOBPEKICHUIO 3JIACTUYECKOTO KapKaca JISTKUX 1
pa3BUTHIO SM(pU3eMbl. Takue ke MexaHU3MbI Mpearnoa-
raloTCs ¥ TIpU ArcOaslaHce B IPYTUX TPyIIax IpoTeas3-aH-
TUTIpOTEas.

Kypenne (1 mpyrme BO3MOXKHBIE (DaKTOPHI pHCKa
XOBJI) npuBOAUT, C OMHOM CTOPOHbBI, K MUTPALIMU MaK-
podaroB m HEUTPOGDUIOB B IbIXaTeJIbHBIE MTyTH C OCBO-
0okIeHneM M30BITKA MpoTeas3, ¢ IPYyroif — K pa3BUTHIO
OKCHIATUBHOTIO CTpecca, MIPOAYKTHI KOTOPOIO OKUCISIOT
AHTUIIPOTEa3bl, CHUXKASI UX MHTMOUPYIOILYIO aKTUBHOCTb.

Ha ceromHsiniHuMii 1eHb MPOTea3HO-aHTUITPOTea3Has
TUTIOTEe3a TIPOUCXOXKICHUS SM(PU3EMBI SIBISICTCS JOMU-
Hupywouieid. IloarBepxkaeHUeM AaHHON KOHLEMUUU
CIyKaT 9KCIIEPMMEHTHI 0 UCKYCCTBEHHOMY MHIYLIMPO-
BaHMIO SM(U3EMbI ITyTeM 3HAOTPAXeaJTbHOTO BBEICHUS
sy1actassl [7].

AAT obnamaeT TakxKe NPOTUBOBOCITAIUTEILHBIMU
cBoiicTBaMU. MeXaHHU3MBbI ero IMPOTUBOBOCIIATUTEIbHbBIX

¥ TIPOTEKTUBHBIX 3(P(EKTOB CBSI3BIBAIOT C MHTMOMPOBa-
Huem HD. YcranosneHo, yto HD paspymiaet He TOIbLKO
JIETOUYHYIO MapeHXUMY, HO U (hochaTUINICEPUHOBBIE pe-
LIETITOPBI, OTBETCTBEHHbIE 32 YIaJIeHUE ITOTUOIINX B 30HE
BOCHIAJICHUS KJIETOK IyTeM 3alTycKa (hbaroluTapHbBIX Me-
XaHu3MOB. B yactHocTH, Takue 3 peKThl HAOMIOAAI0TCS
y OOJIbHBIX MYKOBUCLIMI030M 1 OpoHxoaKTazamu. Helit-
panusysa HD, AAT, BeposiTHO, CIOCOOCTBYET Yy4YlIEHUIO
(daroumro3sa [8]. Ha koHrpecce EBporreiickoro pecrimpa-
TopHOro obmectBa B I. Konenrarene B centsiope 2005 .
S.Janciauskiene mpoaeMOHCTpUpOBaa IpeaBapUTE)Ib-
HbIEe pe3yJIbTaThl COOCTBEHHBIX WCCIICIOBaHUI, CBUJIE-
TETBCTBYIOIINX O BO3MOXKHBIX HOBBIX MEXaHU3MaX IPO-
TUBOBOCHANUTEAbHOrO neiictBusi AAT myrteM ycuieHuUst
KacKaJIHOM MMMYHHOM peakLUWX B OTBET HA JIUIOIOIM-
caxapMIHy0 CTUMYJIAIMIO. Kak n3BecTHO, JTUIONomca-
XapUIbI SIBISTIOTCS 00s13aTeTbHBIMU KOMITOHEHTAMHM KJTe-
TOYHOM CTEHKM TIpaMOTpULIATeIbHBIX OakTepuit —
yacThix Bo3Oyauteneit odboctpeHus XOBJI. 3amectu-
TeJIbHAsl Tepanusi y OOJIbHBIX C TSDKETbIM JIeDUITUTOM
AAT mpuBOINT K CHIDKEHUIO MapKepOB BOCHAJICHUS B
KPOBU M MOKPOTE, MOATBEPKAAsI ITPOTUBOBOCIIATIUTEIb-
Hble cBoiicTBa AAT [9].

BecbMa BaXXHBIM TpEACTaBIISIETCS HE TOJIbKO abco-
JOTHBIA neuuut AAT, HO U TTOTEPST €r0 aHTUAJIACTA3-
HOI aKTMBHOCTH IIPU COXPAHEHUN HOPMAJIbHOM KOHIIE-
HTpauuu ¢depMmeHTa. OmnpeneneHa riaaBHase MpPUYMHA
dyHkimoHanbHOI HepoctarouHocT AAT. B ee ocHoBe
JIEXKUT OKUCIIeHE MeTUOHUHA (rojioxeHue 351 u 358) B
aKTUBHOM ILIEHTpe MoJIeKyJIbl AAT B pe3yabTaTe XpOHU-
YECKOT0 BO3ACHCTBUSI TaOAUHOIO NbIMa, COAEPXKAIEeTro
OKCHUIIAHTBI, a TakKXe M30BITOYHOrOo 00pa3oBaHUS Iie-
pokcuaa Bogopozaa y 6onbHbix XOBJI [10, 11]. Beposr-
HO, MMEHHO MPOAOJIKAIOIINMCS OKCUIATUBHBIM CTpec-
COM OOBSICHSETCS CHMXEHHash akKTMBHOCThL AAT vy
MaIMeHTOB, NTPeKPATUBIINX KypeHHUe, Ha TO3IHUX CTa-
msax XOBJI.

T[ToMuMO OKMCIIEHUSI CEPhE3HBIM IIPOSIBICHUEM I10-
nmuMopdusma monekyiabl AAT siBisieTcst peHOMEH ee o~
Jumepuszauuu y 0oabHbIX ¢ PiZZ-dbenotunom. IMonu-
MepHble (Gopmbl AAT XxapaKTepusylTcs OOJbIIUM
MOJICKYJSIDHBIM BECOM, XYAIIEH pPacTBOPUMOCTHIO,
CKJIOHHOCTBIO K arperalumy 1 HU3Koi (yHKIMOHAIbHOMI
AKTUBHOCTBIO B OTHOIIEHWM CBOEH (PU3MOJOTHIECKOM
nemn, HD, HO camoe T1aBHOE — OHU SIBIISIIOTCS] CAMOC-
TOSITEILHBIMUA XeMoaTTpaKTaHTaMU HelTpoduiioB [12].
OOpa3oBaHue M 4Ype3MEpHOE HaKOIUICHUE IOJUMEPOB
AAT B renatonurax y 6ojabHbIX PiZZ-nedunnutom AAT
TIPUBOIUT K MUTPALIN HEUTPOMDUIIOB B TKAHU TIEUCHU C
€e MOCJeIyIOIINM MOBPEXIECHUEM U PA3BUTUEM TeTaTh-
TOB U LIMPPO30B B MjageHYecKoM Bo3pacte. [TomoOHbIe
MPOIIECCHI, BEPOSITHO, TIPOMCXOMIAT U B JISTOYHOM TKaHU,
npudeM ToauMepbl AAT MOTYT CUHTE3UPOBATLCSI BHYT-
pu jerkux. OO 3TOM CBUAETEILCTBYIOT (paKThl OOHAPY-
KeHUst monuMepHbIX hopM AAT B OpOHX0aIbBEOISIPHOM
JlaBaxxe y OosibHbIX ¢ PiZZ-dbeHoTunom, mepeHecumx
TpaHCIUIaHTaluo reyenu [13]. Bugumo, xemoTakcuuec-
KUMHU cBolicTBaMU oJinMepoB AAT B OTHOILLIEHUM HEWUT-
PO(MUIOB MOXHO OOBSICHUTD Pa3BUTHE IM(PU3EMBI Y JIULL
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Tabauua 3
Ypoeenv AAT 6 cvisopomke Kpoeu u puck pazeumus
IMpuzeMovl y pazaudHuIX heHomunos

®eHotun YpoBeHb AAT, Puck passutus
MKMONb/N (Mr/an) 3ampusembl

MM 20-50 (150-350) He Bo3pacTaeT
Mz 12-35 (90-210) He Bo3pacTaeT
SS 15-33 (100-140) He Bo3pacTaet
MS 18-52 (94-270) He Bo3pacTaeT
Sz 8-19 (75-120) CcpepHuii puck
Y74 2,5-7 (20-45) BbICOKMIA pUCK
Null-null 0(0) 04€eHb BbICOKMIA pUCK

¢ PiZZ-dpenorunom 6e3 conmyTcTBYIOLIUX (PaKTOPOB XPO-
HUYECKOTO MHTAIISIIIMOHHOTO TTOBPEXKICHUS U JISTOYHBIX
WHOEKIIWIA.

leneTuyeckue acnextol geduumnrta AAT

3a moceaHue Toabl ObUT cieIaH OOJIBIION 1IAT BIIEpel —
BBISIBJIEH U M3YyYeH IeH, OoTBeyvaloluii 3a cuHTe3 AAT.
TeH, kopupytoiuii cuate3 AAT, o61agaeT BhIpaXkKeHHbIM
noaumopdusMoM, K cepeaude 2005 . B MeXAyHapo-
HOI1 6a3e TaHHBIX TeHOMa YeJioBeKa 3auKcrupoBaHo 186
ero myTauuii [14]. B pe3yabrate MyTaluii MOTYT Hapy-
IIAThCSI CMHTE3, CeKpelrst M (PYyHKIIMOHAIbHAsI aKTUB-
HocTb AAT.

Ha ocHoBanumm aHammsa 3JeKTPOGhOpPEeTUICCKOU
MOABVXKHOCTU MOJIEKYJI, ajiiensim reHa AAT npucBauBa-
ercst OyKBeHHbIN Kom oT A 1o Z. HopMmasibHbII BapraHT
ayuienieit AAT ob6o3HavaeTcss OykBoil M (cCylllecTBYIOT
M1, M2 u M3 Bapuantsl). Cpeay ne(ULIMTHBIX Yalle
Bcero BcTpeuatoTes S u Z annenu. PaznnuyHble KoMOMHa-
MU CYIIECTBYIOIIMX ajUleieil onpenessiiorT (heHOTHUII
KOHKPETHOTO YeJIOBeKa, KOTOPhIi 0003HavaeTcs Kak Pi
(Proteinase inhibifor). HopmanbpabIM siBsseTcs: PiIMM
¢deHoTun, oH xapakrepusyercs: ypoBHeM AAT B ChIBO-
potke KpoBu 6ojiee 20 Mkmouib/i1. [Ipn ocTaibHBIX Ba-
pUaHTaX MPOMCXOINUT CHIDKeHUE KoHILIeHTpanun AAT B
TOI Wiu UHOH cTeneHu (Tadi. 3). Kak BuaHO, HAMOOIb-
it Bkaaa B nepuut AAT BHocat 0-(null) n Z-annenu.
B cnyyae peakoro ¢genoruna Pi00 AAT B KpoBu moJ-
HOCTBIO OTCYTCTBYET.

HTorn MHOTOUMCIIEHHBIX STTUAEMHOJIOTMIECKIX HC-
cJIeNOBaHMIA, BBIMTOJHEHHBIX B 58 cTpaHaX, MO pacrpo-
cTpaHeHHOCTU M-, S- u Z-annenei ObUIM MOJABEIECHbI B
2002 . F.J. de Serres (Tabn. 4, 5) [15]. Oka3zanoch, 4TO
M-annenp Berpeuaercs: v 95 % HaceneHus. Bropoii mo

‘ PIMM, % ‘ PIMS, %
Adpuka 83 6,2
Asctpanus u HoBas 3enangus 88,1 7,95
Asus 97,85 0,39
Eepona 90,6 6,24
CeBepHasi Amepuka 83,7 5,88

Tabauua 4
Pacnpeoeaenue aaaeaeii eena AAT 6 nonyasyuu [15]
PervoH PiM, % PiS, % ‘ PiZ, %
Adpuka 95,91 2,22 0,52
AscTpanus
n Hoas 3enanpus 94,1 3,95 1,51
Asus:
LleHTpanbHas 98,72 0,43 0,4
[DanbHeBoCTOYHas 99,37 0,07 0,04
lOro-BocToyHas 97,3 1,6 0,36
Espona:
LleHTpanbHas 97,08 1,92 0,74
CeBepHasi 95,77 1,76 1,53
IOxHas 92,72 5,64 1,25
3anagHas 93,7 4,51 1,28
CeBepHasi AMepuka 95,29 3,28 0,92

yacToTe S-ajijiesib 3aHUMaeT 0KoJio 3 % ciiyuyaes, a Z-ajl-
Jienb — 4yTh 0ogbiie 1 %. MHTepecHO, 4TO MyTaHTHBIE
ajtesiv 6oJiee BCEro pacipoCTpaHEeHbI CPEeau JIUIL eBPO-
MENCKOTo MPOUCXOXKICHMS, MprUUeM Z-ajljiesb yaue o0-
HapyxuBaeTcs y xwuteneil CKaHIMHABUU, B TO BpeMs
Kak y npeactaButeieii LientpanbHoii, KOxHoi 1 3anan-
HoI1 EBpombl M MX pSIMBIX TTOTOMKOB B CeBepHOIT AMe-
puKe U ABcTpaiinu npeodnanaer S-BapuaHTt. CorinacHo
pacueTaM B MUpe MpOXUBAIOT 0ojiee 175 ThIC. HOCUTE-
Jeit ZZ-deHotuna, cBbiille 3 MAH AeDULUMUTHBIX SZ- U
SS-denoTumnos.

CyI11eCTBYIOT HEKOTOpPBIC CIIOKHOCTH, CBSI3aHHBIC C
KOJIMYECTBEHHBIM ornpeaeneHrueM AAT B ChIBOpPOTKe
KpoBH. Bo-TIepBBIX, pazInyHble METOIbl TUATrHOCTUKU
omnpenessoT pasinuHbie HopMbl AAT. Tak, Hanpumep,
HauboJiee JOCTYITHBIE METOABI MMMYHO3JIeKTpodopesa
¥ paauagbHON MMMYHOAUGGY3UN TPAKTYIOT HOpMasib-
Hble 3HaYeHus1 ypoBHs AAT kak 150—350 mr/mi. B To
BpeMsI Kak OoJiee Crielu(PUIHBIN MeToI HedeIoOMeTpUN
ycraHapiuBaeT HopMmy AAT Ha ypoBHe 120—220 mr/mi.
COOTBETCTBEHHO, MUHUMAaJIbHBII YPOBEHb KOHIIEHTpA-
1 AAT, obecrnieurBalOIIMil 3alIUTY JETKUX OT MpoTe-
a3HOTO TIOBPEXKICHUs, B Clydac M3MEpPEHUsS METOHOM
panranabHON UMMYHOIUbGy3un coctapisieT 80 Mr/mi, a
npu HedeToMeTpUU MPOTEKTUBHBIIM ITOPOT OMpene/saeT-
cs Kak 50 mr/mi. I[TogoOHble pa3HOUTEHUST 00513aTEIbHO
JIOJDKHBI YYUTHIBAThCS TIPU COTTOCTABJICHUY PE3yIbTaTOB
WCCIIeIOBaHUI, MCIOJb30BABIINX Pa3INYHbIE METOHO-
JIOTUU.

Bropoit mpobsieMoii ameKkBaTHOU OLIEHKU YPOBHSI
AAT gBJISIOTCS €T0 3HAYNTEIbHBIC KOJICOaHUSI B 3aBUCH -
MOCTH OT COCTOSIHMSI MHauBuMayyma. Hampumep, B

Tabauua 5
Pacnpeoeaenue ghenomunos 6oavnoix ¢ degpuyumom AAT [15]
PIMZ, % ‘ PISS, % PISZ, % ‘ Pizz, %
0,75 0,21 0,035 0,005
2,8 0,18 0,12 0,02
0,21 0,002 0,003 0,001
1,75 0,2 0,074 0,011
2,28 0,11 0,08 0,017
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MEePUO OCTPOrO BOCIAIMTEIHLHOIO IIpollecca 000

JIOKQJIM3aIliK, CTPECCOBOM peakIlUM, IIOKa W IPYTUX

CUTYyallMii, CONPOBOXIAIOIIMXCSI OCBOOOXAeHeM HO,

MPOMCXOIUT yBeJnueHue KoHueHTpauu AAT, Hepeako

MHOTOKPATHO ITPEBHIIIAOIICEe €TO OOBITHEIN YPOBEHbD.
B Hacrogiee BpeMst KonnuectBo AAT mu3mMepsieTcs B

MKMoJb/1 (pekomeHaoBaHo US Institute of Health), u

ITOPOTOBBIM TTPOTEKTUBHBIM 3HaueHWeM cuuTaercs 11

MKMOJIb/7. JInma, nMmeromme 0ojiee HU3KHME 3HAYCHUS

AAT, OTHOCSTCS K KaTeropuy OOJIbHBIX C TSKEJIbIM JIe-

¢uuutom AAT. Bonblie Bcero moaBepraloTcsl PUCKY

pa3BuTUs 3MpuzemMbl PiZZ roM0o3UroTsl, FOMO3UTOThI C

HysneBbIM 3HaueHueM AAT u PiSZ rereposurotsl, a y

PiSS romoszuror u npyrux rereposuror (PiMZ, PiMS)

3TOT PUCK HEBBICOK (Tabu. 3) [16].

B 3aBucumoctu ot ypoBHs1 AAT B KPOBU U €TI0 aKTUB-
HOCTHU MOKHO BbIIeUTH 4 Tpyriibl 6obHbIX XOBJI [17]:
1. HOpMasbHBbIE: cCOYeTaHUE HOPMaIbHOTrO YpoBHSI AAT

B CBIBOPOTKE KPOBM C HOPMaJIbHON (DYHKIIMOHAJIb-

HOIi aKTUBHOCTEIO;

2. nedunutHble: cHUXeHUe ypoBHSI AAT B ChIBOPOT-
Ke KpoBU HIke 20 MKMOJb/N (TSDKEIbI aeduimT
< 11 MKMOJIB/T);

3. nuchyHkunoHanbHble: AAT TPUCYTCTBYET B CHIBO-
POTKE KPOBH, OMHAKO (PYHKIIMOHAIBHO HEAKTHUBEH;

4. nynesble: AAT B CBIBOPOTKE HE ONPEAEISIeTC.
CornacHo peKoMeHaalusIM, BbipadoTtaHHbIM B 2003 .

paboYMMU TpyImamMu AMEpPUKaHCKOTO TOPAaKaJIbHOTO U

EBporieiickoro pecrmpaTopHOro o0IIecTBa, reHeTHIeC-

K1e WCCIIeI0BAaHUS 1O BBISIBJICHUIO MyTamuii reHa AAT

nenarcs Ha 3 Kareropuu (TadJ. 6):

a) JAMArHOCTUYECKME — Y JIMIL CO CHVDKEHHBIM YPOBHEM
AAT Wi KIWHWYECKUMU TIPOSBICHUSIMHU, XapaK-
TEPHBIMM TSI 3TOTO COCTOSTHUS MJIM UMEIOIITNX 9K30-
reHHble (phakTopbl pucka XOBJI;

0) cemeliHble — 00C/IeOBaHYE POJCTBEHHUKOB OOJIbHbIX;

B) CKPUHWHTOBBIC — TIPOM3BOISIIMECS Ha OOJBIINX
BBIOOpKAX.

IIpoBeneHre TMAarHOCTUYECKMX T'€HETUUYECKUX TeC-
TUPOBAHUI SIBJISIETCST 00sI13aTEIbHBIM, B TO BpPeMsT KakK
pelleHne O CeMEHMHBIX M CKPMHMHTOBBIX IIpOrpaMMax
IOJIKHO IPUHUMATBCS C YIETOM MHOXKECTBa (paKTOpOB B
KaxXJI0M KOHKpeTHOM ciy4dae. OnpeneneHrue MyTaHTHbBIX
amneneit AAT npoBoAUTCS JIMOO METOJAOM IOJUMeEpa3-
Hoii nenHo peakuuu (ITLIP), Torma roBopsT o reHOTU-

[LmarHocTnyeckue

e 60JIBHOTO, TN0O0 TPATULIMOHHBIM METOIOM U303JICKT-
puyeckoro pokycupoBaHus 6ejika rmia3Mbl. B aTom ciy-
yae peub uaeT o peHorure. C mpakKTUUYECKOM TOUKM 3pe-
HUS, JaHHbIE TEPMUHBI paBHO3HAUHHI [ 18].

KnuHuyeckoe 3Hauenune gedpuumta AAT

Bnepseie Ha 3HaueHre AAT B pa3BUTUU JIETOYHOI MaTo-
Joruu ykazaiau B 1963 . Laurelln Ericsson [19], oGHapy-
XKuBIIME Y 3 U3 5 60abHBIX ¢ nepunutoM AAT mipusHa-
KU 3M(U3EMBbI JIETKHX.

B Hacrosiiiee BpeMsi yCTaHOBJIEHA CBSI3b MEXIY Jie-
urutom AAT u Tpems 3a06071€BaHUSIMUA OPTAaHOB JIbIXa-
HUS: JErOYHO 5M(pU3EeMOil, OpOHXMAIbHONM acTMOIA
(BA) u 6ponxoskra3zamu. be3ycioBHBIM (haKTOPOM pHC-
Ka pa3BUTUs dMbusemsl y ull ¢ aebunutom AAT sBs-
eTca KypeHue. Tak, Hampumep, CPeIHSS TIPOMOJIKU-
TeJILHOCTb XU3HU KYPWIBIIUKOB ¢ ZZ-(GeHOTUIIOM
npubau3uTenbHo Ha 10 jieT Kopouye Mo CpaBHEHUIO C
HEKYpPSIIIUMU, a CPEIHUI BO3PACT MOSIBJICHUS TIEPBOTO
KIMHUYIECKOTO CUMIITOMA, OIBIIIKHU, cocTaBiseT 40 et
IpOTUB 52 JIET Y HEKYPSIINX, IIPUYEM pa3HHUIIA MEXIY
JKEHCKUM M MY>KCKHM TT0JIOM OTCyTCTBYeT [ 18, 20].

Tlono3penue Ha Hanumuue aedunuta AAT HOJKHO
BO3HMKATh TIPU KIIMHUYECKU BBIPAXKEHHOM sMpu3eMe y
Il 45 J1eT U MoJIoXKe, IPU Pa3BUTUM €€ B OTCYTCTBHUE
(akTOopoB pucka (IPOBOLUPYIOLIUX (PAKTOPOB), MPU
HaJIMYUM OPOHXO3KTA30B HESCHOM 3TUOJOTUM WU OTSI-
TOIIEHHOM HACIEICTBEHHOCTH 110 OpOHXOJICTOYHBIM 3a-
ooneBanusm [20].

HecMoTpss Ha MHOrouuclieHHbIE TOoKa3aTeJbCTBa
cBa3u XOBJI ¢ nepuriutom AAT, pacnipocTpaHEHHOCTh
3TOro reHetTudeckoro nedexra cpeau 60apHbIX XODBJI
HE CTOJIb BBICOKA, KaK MOXHO ObLIO OBl oxkuaaTh. B nc-
cnenoBaHuM J.Lieberman et al. [21] cpenu 965 nauueH-
toB ¢ XOBJI 6610 Bcero 8 % neduumTHBIX M0 AAT ¢
PiMZ-denotuniom u 1,9 % PiZZ-romMo3uror npoTuB
€OO0TBETCTBEHHO 2,94 1 0,04 % B KOHTPOJILHOII IPYIIIIE.
B Gonee panHux pabotax 3T UMOPHI elne Huxke [22].
CKpUHUHTOBOE MCCJIEIOBAHME 110 OINPEIeICHUIO YacTO-
Thl AeuIUTHBIX ajuieneit reHa AAT cpeayd OGOJBHBIX
XOBJ B Poccuu, BeimomHeHHoe B cepenuHe 90-x T
MPOIILJIOr0 BeKa, MoKa3ajao, YTO PaclpOoCTPaHEHHOCTh
Z-, S-, I-, P-, F-anneneii B pocCUIICKOI MOIMYJSILIUA
(t. Mockasa) cocrasisier 3,7 % [23].

Tabauua 6
Iloxaszanus K pazauuHbLvM 6APUAHMAM 2eHEMUMECK020 MECMUPOBAHUSL
CemeiiHble ‘ CKpUHUHIOBbIE
POLCTBEHHNKM GOJbHBIX HOBOPOXAEHHbIE

BonbHble ¢ XOBJ1  amdpusemoit
BonbHble ¢ 6POHX03KTa3aMM1 HESICHOTO MPOUCXOXAEHUS
BosnbHbIe acTMOii C HenoJHON 00paTMMOCTbI0 GPOHXMANLHOM 06CTPYKLMK

Kypsilme ¢ GpoHxmanbHoii 06cTpyKumeit

MpodeccnonankHble NOAMOTaHThI + GPOHXMaNbHasA 06CTPYKLMS

Jnua c 6onesHAMU NeveHN HesICHOM 3TUOJIOTMM (B TOM YUC/E HOBOPOXAEHHbIE)
BonbHble HEKPOTU3MPYIOLLMM NAHHUKYIUTOM

C NOATBEPXAEHHbIM feduumuTom AAT

ceMeiiHble cnyyaun 3a6onesaHuin
neyeHu u GonesHeii nerkux

KYpUnbLUMKK 6e3 OpoHXManbHoi
00CTpyKLMM

B CTPaHax C BbICOKUM YPOBHEM
pacnpocTpaHeHUs MyTauui
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Knunnueckue nposisierunst XOBJI y 001bHBIX € Je-
dumToM AAT, 0cOOEHHO Yy KYPWIBIIUKOB, BO3HUKAIOT
paHo — mpubau3uTeabHo B 32—41 rox [18], peako — y
aun MoJsioxe 25 jer. Ilo JaHHBIM HCCleqOBaHUS
National Heart, Lung, and Blood Institute, TpoBeIeHHOTO
MIPY TTIOMOIIY CTAHAAPTU3UPOBAHHOTO OIPOCHUKA, Cpe-
ou 1 129 denoBek, CTpaaloOlIUX TSKEIbIM Ae(hUIIUTOM
AAT, ObUTO ompeaeseHo, YTO CaMOU 4acToil XaynoOoi
SIBJISLIACH OMBIIIKA ITPY DU3MUECKO HArpy3ke — y 84 %
ompolieHHbIX. CBUCTSIIME XPUITBI 3a(UKCUPOBAHBI Y
76 %, xaienb 6ecriokona 42 % onpoIeHHBIX; KallleJb C
MOKPOTO# B TeUeHNE KaK MUHUMYM 3 Hell. B TOIY OTMe-
vancst y 50 % pecrionneHtos [18, 20].

HecMoTrpst Ha TO, YTO KIMHUYECKHUE IIPOSIBICHMUS
XOBJI Bo3HMKAIOT B cpeaHeM Juiib y 60 % moneid,
cTpagatromux TsekeabiM aedunutom AAT [18], mpusHa-
K1 3M(bU3EeMBI TIPU TIPOBEICHUM KOMITBIOTEPHOM TOMO-
rpacduu Beicokux paspemeHuii (KTBP) HaxonmsaT mpak-
TUYECKHU y Bcex 00bHBIX cTapiie 50 jet [24].

OcobeHHOCThIO AMpu3eMbl pu aeduiiute AAT sB-
JIIeTCs ee TTaHAIIMHAPHBIA XapaKTep, B TO BpeMs KaK IS
XOBJI xapakTepHa HeHTpoaHapHas sMdusema. Eie
OJIHOI crieurduuecKoit yepToit amMpu3emMbl y 1euInUT-
HbIX 110 AAT OOJIbHBIX SIBJISIETCS] MMOPAXKEHUE KaK BEpX-
HUX, TaK ¥ 0a3aJIbHBIX OTHCJIOB JETKUX, B KOTOPBIX He-
PEIKO OIpeaeIIsSIIoTCs OyIIe3HbIC U3MECHEHUS.

IMopaxenue 6ponxoB npu nebunure AAT BcTpeva-
eTcsI pexe, YeM aMdu3emMa, HO BCe-TaKu JOCTaTOYHO TH-
MUYHO 7151 TakuX 0onbHbIX. M.A.King et al. [25] nipu uc-
nojb3oBaHuu KTBP oOHapyxuium OpoHXO3KTasbl B
43 % cnyyaeB. Kak npaBujio, OpOHX03KTa3bl COYETAIOT-
¢Sl ¢ MaHalMHApHO A3M(bU3EeMOiA, OTHAKO OMMUCAHBI CJTy-
yanu GPOHXOAKTA30B Y MOJIOBIX OOJIbHBIX (ZZ-BapUaHT)
10 pa3BuTus smpusemsl [26]. [To-BuamnMomy, ycioBueM
00pa3oBaHMsI OPOHXOIKTA30B SIBISICTCS MPeaeTbHO HU3-
Kast KoHueHTpauust AAT, uro HabI0gaeTCsl MpU rOMO-
3UroTHOM PiZZ-beHoTure, BO BCIKOM cllyyae pacrpe-
NEeJEHUE TeTePO3UroT y OOJIbHBIX ¢ OPOHXO2KTa3aMU He
OTJIMYaeTcsl OT TaKOBOTO B 3I0pOBOil momynsuuu [27].
Eie omHOW pamroorMyeckoil HaXOAKOW CO CTOPOHBI
OPOHXMAJIEHOTO JIepeBa y O0JIbHBIX C HEAOCTATOYHOCTHIO
AAT gBngercsd UCTOHUEHNUE U TUIaTalus CTEHOK OpOH-
XOB 0€3 pa3BUTUS OYEBUIHBIX OPOHXOIKTa30B [24].
TpeTbrM 3a001€BaHEM OPTaHOB JBIXaHUsI, aCCOLIMMPO-
BaHHBIM ¢ Aepuuutom AAT, asasiercst BA. B 2003 1. ObI-
JI TIOABEACHBI UTOTU 5-JIETHETO ITPOCIIEKTUBHOIO HC-
CJIeIOBaHMSI, B KOTOPOM YYacTBOBaIU 37 KIMHUYECKUX
neHTpoB B CIIIA. B Bei6opke 13 1 052 GOJbHBIX C TSKE-
JabiM aedpuniutoM AAT, BKItoueHHbIX B HallmoHalIbHbI
PEerucTp, aHATM3UPOBAIN CUMITOMBI U MpU3HaKU BA.
HeonHokpaTHbIe 3MM30/bI 3aTPYIHEHHOTO AbIXaHUS OT-
Meuanu 66 % omnpoineHHbIX; Y 90 % B mepuon pecrnupa-
TOPHBIX UH(MEKIINI TOSBISIINCH TUCTAHIIMOHHBIC XpH-
nbl; Yy 49 % BO BpeMsi CIIUPOMETPUM ObLI ITOJIydYeH
3HAYMMBII TIPUPOCT 00beMa (POPCUPOBAHHOTO BBIIOXA
3a 1-10 ¢ (O®B,) B oTBeT Ha OpoHXxonuaaTarop. [ToBbI-
LIEHHBII ypoBeHb obwiero IgE 3adukcuposan y 16,7 %
ManyeHToB. B nTore muarHo3 acTMbI OBLT YCTAaHOBIICH Y
21 % GoabHbIX. [10710KUTENbHBIN OPOHXOAUIATALIMOH-

HBII TECT Y OCTAIBbHBIX YYACTHUKOB MCCIICAOBAHMS pac-
LEeHUBAJICS KaK OpOHXMAIbHasI TUIIEPPEaKTUBHOCTD IIPU
XOBJI. ITpuyeM 3TOT (peHOMEH accoLMUpoBajcs ¢ 00-
Jee obicTpbiMu TeMniamu naneHust ODB; [28]. B 6onee
paHHeM HaOmoAeHuu cpeau 0onbHbIX ¢ PiZZ-deHoTu-
OM U OpOHXMAaJIbHOI 00CTpyKLIMel ypOBEeHb pacIpoCcT-
paHeHHOCTH aTonuu coctaBua 49 %, a BA — 22 %, B 10
BpeMsl KaK B rpyIne cpaBHeHUs1 y 00JbHbIX XOBJI aTn
b psl ObUTM 3HAUNTETLHO HIKE (27 % u 5 % cooTBeT-
ctBeHHO) [29]. Takum obpaszom, BA y nuir ¢ aebutimrom
AAT BcTpevaeTcs nmpuMepHo B 3-4 pasa yalle, 4YeM cpe-
IU TOMyJsiuuu B 1eiaoM. PacnpoctpaHeHHOCTh DA y
B3pocioro HaceneHusi CIIA olieHUBaeTcsi Ha ypoBHE
6,8—7,6 %, a OpOHXUAIbHOI TMIIEPPEAKTUBHOCTU —
10,9 % [30]. dIuarHo3 BA y 00JbHBIX C HEIOCTATOY-
HocThlo AAT Hepenko MacKMpyeT 3TOT TeHETHMYECKUid
nedekt. Mexny TeM pa3Butue smdbusemsl y auil ¢ bA,
TSDKEJIoe TeUeHUe 3a00JIeBaHMSI, HEIOCTATOYHBIN OTBET
Ha KOPTUKOCTEPOUIHYIO Teparuio ITOKHBI MOOYXIaTh
Bpaua npoBecTu onpeneneHue yposHs AAT. BcemupHas
Opranuzanust 3apaBooxpanenusi (BO3) maer Goisee
KecTkue pekomeHnaunu. Ha 3aceqannu BO3 B 1. 2KeHe-
Be B 1997 . ObUI MPUHSIT MEMOPAHIYM IO MpodaeMe ae-
¢dunuta AAT. CorjacHO 3TOMYy JOKYMEHTY BCe OOJIbHbIE
XOBJI, manueHTsl ¢ OPOHX03KTa3aMM HESICHOI 3THOJI0-
Ty, a TakXkKe B3pOCible U IMOAPOCTKU ¢ DA moKHBI
OBbITh (PeHOTUMMPOBAHBI HA MPEIMET HOCUTEIbCTBA Je-
puuuTHbIX annenei reHa AAT [31].

Bormpeku pacrpocTpaHeHHOMY MHEHUTO BTOPUIHBIN
CIIOHTAHHBIN MHEBMOTOpAKC Yy Jull ¢ aedpunurom AAT
pa3BUBaeTCsl He yaiie, yeM B nomyasuuu XOBJI B 1e-
JoM. YTo KacaeTcsi TepBUYHOIO CITOHTAHHOTO TTHEBMO-
TOpakca, TO U30JIMPOBAaHHOE Pa3BUTHE CYOILIeBPaTbHBIX
OyJu1, Jiexkallliee B ero OCHOBE, He XapaKTepHO 1151 00JIb-
HBIX ¢ HemocTaTouHOoCThio AAT [32, 33].

VYHukanbHoe HaOgogeHue codyeTaHus AeduluTa
AAT 1 MyKOBUCLIMA03a Y OJTHOTO OOJIbHOTO OBLIO OMKU-
caHo B 1994 1. B kimmanke HU U nynsmoHom0TUM [34].

3amecTutenbHas Tepanus y 60nbHbIxX ¢ geduuutom AAT

C MOMEHTa YCTaHOBJICHUSI CBSI3M MEXIy Ie(pUIIMTOM
AAT u nerouHoit sM@useMoil MNpeANPUHUMANTNCH
TOMBITKA 3aMECTUTEJLHOM TeparMy y TaKUX OOJIBHBIX
CHauaja IIeJIbHOM IIIa3Moil, a I03IHee OUMIICHHBIMU
JIMOUIN3UPOBAaHHBIMU 3KcTpakTamu AAT u3 uyenoBe-
YyecKoil 1ia3Mbl. B Hacrosiiiee BpeMsi Ha pbIHKE Tpel-
CTaBJICHO 3 TIOMOOHBIX Tperapata — Prolastin® (Bayer),
Aralast® (Baxter) u Zemaira® (ZLB Behring). Hu onux u3
HUX He 3aperucTpupoBaH 1oka B Poccuu. ITockosbky
JIeYeHUe TaKUMM CPeACTBAMHU UPe3BbIYAiiHO TOPOro Ja-
3Ke JUTS 3a1aIHOTO MOTpeduTesist ¥ cocTapsieT 50-60 ThiC.
momt. CIIA B rom, CyIIECTBYIOT CTPOTHE IMOKAa3aHMUS K
Ha3HAYCHUIO STOM I'PYIIILI IPerapaToB, a UMEHHO:
1) 6onbHbIe ¢ peHotunamu PiZZ, PiZnull, PiNullNull;
2) KJIMHWYECKHU BbIpakeHHas SM@pU3eMa;
3) ypoBeHb AAT B cbiBOpOTKe HUXe 11 MKMOJIb/JI.
Tonpko coueTaHme BceX TpexX YCIOBUII IaeT MpaBoO
Bpauy peKOMEHI0BaTh JeueHue npemnaparamu AAT.
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Hapsiny ¢ TpaZWuIIMOHHBIMH IIPOTHUBOIOKA3aHUSIMU
IUTSE BBEJICHUST OCIKOBBIX SKCTPAKTOB HE PEKOMEHIYETCS
MpoBeIeHNE 3aMeCTUTEJIbHON Teparuu y 00JbHBIX, TPO-
IOJDKAIOIINX KypPHUTh.

ITpenapatel AAT BBOASTCS BHYTPUBEHHO KalleJbHO
1 pa3 B Hen. u3 pacuera 60 Mr/Kr Beca 601bHOro. Tak Kak
JIeYeHUEe TOKHO MPOBOAUTHCS (PaKTUUECKU MOXKU3HEH-
HO, 3HAYUTEJbHYIO YacTb pacXxoaoB OepyT Ha ceds1 (PoH-
IbI TTOMOIIY 00bHBIM ¢ Aeduiutom AAT.

BonbmmHCTBO MccneaoBaHuii TT0 oligHKe 3 (dEeKTUB-
HOCTH 3aMECTUTEbHOM Teparu CBUACTEIbCTBYIOT O CHU-
keHuu TeMrioB najgeHuss O®B; y GOMbHBIX, TOTyYaBIIMX
nperapatbl AAT, Ha 15—27 mii/ron, KpoMe Toro, Ha 36 %
CHIKAeTCsI CMEPTHOCTD B 9TOM IpyIine naiyeHTos [35—37].
Mertaananus, nposeneHHbll K.R.Chapman et al. [38],
MOATBEepPXKIaeT CHUXeHue ckopoctu mageHuss ODB; B
IpYyIIIe 3aMeCTUTEIbHOM Tepanuu Ha 23 %, mpudeM 3TOT
addekT HAbMI0JaICS TOJIBKO Y OOJBHBIX C IMOKa3aTes-
MU OpOHXHAJIbHOM OOCTPYKLMU CPEeIHEN CTENeHU Ts-
xectu. B ciayuae ODB, Huke 30 v BbIe 65 %onx., OC-
TOBEPHBIX PA3IMIMIi ¢ TPYMIIIaMU TIIalle00 MOIydeHO He
obu10. CyIIeCTBYIOT U MHBIC TTIO3UTUBHBIE CIICACTBUS 3a-
MeCTUTeJbHOI Tepanuu. B pabdorte J.Lieberman [39]
HaO0JTI0/1aJI0Ch TOCTOBEPHOE CHIXKEeHUE YrCiIa MHPEKII -
OHHBIX O0OCTpeHUil y O0NbHBIX, MonaydyaBnx AAT, c
3—5 B Havaste eyeHust 1o 0—1 B rox Ha (poHE Teparnu.
B03MOXHBIM 00BSICHEHHEM MPOTUBOPELUINBHOIO (-
dekra sBiIsIeTCsl ycWwiIeHue (aroluTapHOil aKTUBHOCTH
AAT, 0 yeM yxe yIIOMUHAJIOCh BBIILIE.

K coxanenuto, 3aMecTuTeNbHAS TepaAIIsI HE pelracT
BCceX mpobJieM y Takux 00JbHBIX. HecMoTps Ha mocto-
BEpHOE 3aMeUIEHUE TeMIIOB TIPOrpecCUpOBaHUS OPOH-
XMATBHOM OOCTPYKIIMKM Ha (DOHE 3aMECTUTEIBLHOM Tepa-
MU, BO BCEX UCCIIeJOBaHMSX exxeronHoe naaeHue OMB,
COXpPaHSUIOCh Ha BBICOKOM YpoBHe (37—57 wmi/rom).
B nabmonenuun D.J. Gottlieb et al. [40] 8-HenenbHas Te-
parmst AAT He TipuBesia K 3HAUMMOMY CHIDKEHUIO YPOB-
HSI IECMO3MHA B MOYe (MapKepa Jerpamaiiy 3JacThHA).
OTU HaKThl TOBOPSAT O TOM, UTO OOBSICHEHUE Pa3BUTUSI
sMmbuseMsl gaxe npu TsxkeaoM aedunnute AAT Henb3s
CBOIWNTh JUINb K IIPOTEa3HO-aHTUIIPOTCA3HOMY OUC-
OajaHcy.

3aknioyeHue

Hecmotpst Ha TO, YTO B Hallleii CTpaHe IepBbIe CIIydau Jie-
¢uuuta AAT ObuiM BeIBIeHBI Oosiee 30 jeT Hazan
H.A. Jluokosckum [40], 10 HACTOSIILIETO BPEMEHU METO/bI
OUATHOCTUKU 3TOTO CEPhEe3HOT0 TeHETUYECKOTro 3a001e-
BaHMS He IOJYYMIU LIMPOKOTO pacrpocTpaHeHus. Bos-
MOXHO, YTO IIPUYMHBI TAKOM CUTYaLlMKX KPOIOTCSI B OTCYT-
CTBHMHM Y MIPAKTUIECKOTO Bpaya pealbHbIX MHCTPYMEHTOB
BIIUSTHUS HA TeUeHUe 00yIe3HU. XOTS TPOoPUIaKTHISCKIE
MEpPOIPUATHSI, TAKUE KAaK OTKa3 OT KypeHHsl, UCKIII0Ye-
HME KOHTaKTOB C ITOJUTIOTAHTAMU, BAKLIMHONPODUIAKT -
Ka MH(EKUNI, U SBISIOTCS MepaMU, YMEHBIIAIOIINMUI
TEMITBI IIPOTPECCUPOBAHNUS 300 IeBaHMsI, OMHAKO 3TH pPe-
KOMEHIALMN JOJ/KHBI BBIIOJIHSTBCS BCEMU OOJIbHBIMU
XObBJI, BHe 3aBUCUMOCTHU OT TOTrO, Ae(ULIUTHLI OHU MO

AAT wnu Het. KoHeuHO, B uaease ejaaTeabHa JTOKJIU-
HUYeCcKasl TUarHOCTUKA CEepIIMHOIIATUM, YTO MOIJIO OBl
OIpeAesITh BEIOOp Mpodeccuu, MeCTO KUTEIbCTBA, 00-
pa3 Xu3HM UHaMBKUAYyMa. Kak mokasbIBaeT OMbIT 3apy-
oexHbIx crpaH (CIHIA, IIBenun), co3maHue peTUCTPOB
00abHBIX ¢ gepunuToM AAT sBsteTcs BecbMa 3(ddek-
THUBHBIM C TOUYKM 3pEHUS MPOPUIAKTUKYA U COLUATbHOMN
MOMJEPKKM 3TUX TalMeHTOB. B paMkax peanuzanuu
HaIMOHAJILHOTO TpoeKTa "3apaBooxpaHeHue” u dene-
panbHOI 1ieneBoii mporpamMmbl "Jletn Poccun" mpeny-
CMOTpPEHAa HeOHaTajlbHasl TUArHOCTUKA (DEHWIKETOHY-
pUM U MYKOBHUCIIMAO3a, 3a0oJieBaHUI ropaszno OoJjiee
penkux, Hexenau HemoctaTouHocTh AAT. Bo3moxHO,
YTO COIJIACOBAaHHAsI aKTHMBHAsS TO3MIIMS IEAMATPOB U
MyJIbMOHOJIOTOB MIPUBEIET K BKIIOYEHMIO U 3TOM maTo-
JIOTUM B IMATHOCTUYECKKME CKPUHUHIOBBIE ITPOrPaMMBbI
Y HOBOPOXICHHBIX B Poccu.
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