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Hedpuuut a-anturpurnicuHa (AAT) — Haubosee pacrpo-
CTpaHEHHOEe MOTEeHIMAIbHO (DaTaJbHOE HACAEACTBEHHO-
00yclioBieHHOE 3a0oJieBaHUe B3pocibix. HecMoTps Ha
3TO, TTO-TIPEXKHEMY UMEET MECTO TUIIOINATrHOCTHKA 3TO-
ro 3a00JIeBaHusI, M JUAarHO3 YacTO BBICTABJISIETCS TOJBKO
Ha Jajeko 3alllelIuX CTaausX, Mo3TOMYy BaXHO oOpa-
TUTh BHUMaHHWE Bpayeil, 3aHUMAIOIINXCS JICUCHHEM
MMAIIeHTOB ¢ XPOHWYECKONM OOCTPYKTUBHOM OOJIC3HBIO
nerkux (XOBJI), kak Ha pekomeHmanuu BcemupHoOit
opranuzauuu 3apaBooxpaHeHust (BO3), Tak u Ha cTaH-
OapThI, OMYOJIMKOBAHHEIE COBMECTHO AMEPUKAHCKUM
TopakabHEIM ob1mecTBoM (ATS) m EBpomneiickum pec-
nuparopHbiM ob61iecTBoM (ERS). B 06oux nokymeHTax
KaTEeropuyeCcKl YTBEPXKIAETCS, YTO Y BCeX OOJBHBIX
XODBJI uzmepeHue CbIBOPOTOUHOI KOHLEHTpauu AAT
IOOJDKHO OBITh YacThI0O PYTMHHOIO IMArHOCTUYECKOTO
anroput™Ma. JIpyroil BaXHbII BOIIPOC 3aKJIIOYAeTCsS B
TOM, KOIJa ¥ KaK HEeOOXOOMMO IPUMEHSTh JOITOJTHU-
TelIbHBIE J1a0OpPAaTOpPHBIE TECTHI M AUATHOCTUYCCKUE
MpOLIEAypHI, TakKne KakK (eHO- W TeHOTUIIMPOBAHME.
Haxkomeli, cyiiecTByole ceroaHsl JaHHbIE O BHYTPU-
BEHHOI 3aMECTUTEILHON TepaIlny HY>KIal0TCS B OOHOB-
JICHUW W IOJDKHBI OBITh JOCTYITHBI BpayaM, 3aHMMAalo-
IIAMCS JISIeHUEeM TaKNX OOJbHBIX. YUUTHIBAS 3TH LIEIIH,
Hcrmanckoe 00I11eCTBO MyJIbMOHOJIOTUU 1 TOpaKaJabHOM
xupyprun (SEPAR) cozpano pabouyio rpymmny st co-
CTaBJICHUS PeKOMEHIALINI 110 TMAaTHOCTUKE U BEACHUIO
6onbHBIX ¢ nedunutoM AAT. B mTaHHOM TOKyMEHTe OT-
paxkeHbl AMUIEMHUOJIOTHYECKasT 3HAUMMOCTb 3TOT0 3a00-
JieBaHUsI (CO CChLJIKAMU Ha pe3yJibTaThl UCCIeIOBaHUIA,
MMPOBeIcHHEBIX B MIcmaHnM), KIIMHWYIECKast XapaKTepuc-
THKa OONBHBLIX ¢ medunuroM AAT, cyliecTByOIIUil B
HacTosIee BpeMs MPOTOKOJI KIMHMYECKOW M jJabopa-
TOPHOM TWAarHOCTUKM W TOKAa3aHUsI K 3aMeCTUTEIbHOMI
Tepanuu. ABTOPBI HAAEIOTCSI, YTO 3TH PEKOMEHIALIMU
OyIyT MOJIe3HBI BpayaM, 3aHSITHIM B JICUCHUN OOJBHBIX

XObBJI, u namyT OoTBeTHl Ha HamOoJiee YacThie BOIIPOCHI
BeJICHUSI TTALIMEHTOB C TIPEIToIaraeMbIM WIIA TTOATBEPK -
JNeHHbIM aeduunutom AAT.

Xapaktepuctuka u nocneacteus geduumnta AAT
MonekynsipHas XxapakTepucTuKa

AAT — rimkompoTenn BecoM B 52 k/I, cocrostmmii 3
OHOI 1IermoYKy 13 394 aMUHOKMCIIOT U 3 OOKOBBIX TH/I-
pokapboHaTHbIX Lenei. [eH, kogupytomuit AAT, ucxon-
HO 2Kcrpeccupyetcsd B renatoumnTax [1]. AAT saBaseTcs
uHruoutopoM nporeas. Hambonbine konuuectsa AAT
cozepKarcs B CBIBOPOTKE KPOBHU, €r0 HOpMaJIbHasl KOH-
LIEHTpalus, MO0 JaHHBIM HedeJIoMeTpUuUu, COCTaBISIET
120—220 mr/mn. B HopMe TieueHb ceKpeTupyeT 34 Mr/Kr
AAT B cyTKH, HO IIPU HAJIMYMHN BOCHAJICHUSI, OITyXOJIN
WM MHGEKUIUU MPOIYyKUMS MOXKET Bo3pacTtaTb B 2—5
pa3. CeiBopotouHblii AAT cocraBisieT ToJBKO 40 % ero
00I11IeTO CoZiepKaHKs B OpraHu3Me, ocTajabHbIe 60 % Ha-
XOISITCSI BO BHEKJIETOYHOM ITPOCTPAHCTBE.

IToMuMO crmOCOOHOCTU UHTUOMPOBAThH TPUIICUH [2],
AAT Takxe MHIMOMpPYET OOJIBIIMHCTBO HEUTPOGDUIb-
HBIX CEPUHOBBIX MpoTea3. OnHaKo ero cneuuduiyeckKoin
LIeJIBIO SIBJISIETCA HeMTpodMIbHAas 3/macTa3za — (hepMeHT,
pacIeTUISIONINI 3TaCTUH, 0a3aibHYI0O MeMOpaHy U ApY-
rMe KOMIOHEHTHl 3KCTpale/UTIOSIPHOTO MaTpuKca.
Kpome aHTumnpoteazHoit akTuBHOCTU, AAT Takxke
HeWTpanmusyeT o -AedeH3nHbl HENTPO(DUIOB, JEHKOT-
pueH B4 u unrepneitkun-8 (IL-8), koTtophle siBasIIOTCS
MOIIHBIMU XeMOaTTpaKTaHTaMU HEUTpOdUIOB B oyar
BocrniasieHus [3]. bonee Toro, AAT peryiupyer aare3uio
HeNTpoGWIBHON 3macTa3bl K (GochaTUInICEPUHOBBIM
peuenTopamM Ha MeMOpaHe HEUTpo(UIOB — HEOOXOIU-
MbIii KOMIIOHEHT UHULMAMM arlorTo3a — U, ClieqoBa-
TEJIbHO, MOXET WrpaTh BaXHYI pOJb B Pa3pelICHUU
BocmajieHust. Kpome BbIIIenepedrcIIeHHBIX CBOVICTB,
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ATT mmeeT 9 METMOHWHOBBIX PaAUKaJIOB, YTO IE/IaeT
ero MoIHbIM aHTuokcugaHtoM. ATT Takke crmocodeH
MOAABJIATh WM 3aMEIJISITh PETUIMKALIMIO W BUPYJIEHT-
HOCTb BUPYCOB 1 OaKTepHii, B TOM YMCJIe BUPYCOB UMMY-
HomedumTa yeaoBeKa. B 1mmemom Bce 3T (haKTHI yKasbl-
BalOT Ha TO, UTO BeposATHast pyHkuuss ATT, npupoaHoit
MPOTUBOBOCTIAIMTEILHON MOJIEKYJIbI IIIMPOKOIO CITEKT-
pa neicTBUS, — PETYNISIINAS BOCTIAJIMTETbHBIX peaKInid,
KOTOpHIE HETIPEPHIBHO BOZHMKAIOT B OpPraHU3MeE YeI0Be-
Ka [3, 4].

ITen ATT HaciemyeTcs ayTOCOMHO-TOMMWHAHTHBIM
MEHJIEIEBCKUM ITyTeM B 2 aJlJIeJisiX, o 1 OT KaXkI0ro po-
autens; Y 50 % mOoTOMKOB OH 3KCIIPECCUPYETCSI CaMO-
crostenbHo [1]. Ten ATT oTnmyaercsl BBICOKOM MOJIM-
MopGhHOCTBI0. C TOMOIIBIO METOIOB M303IEKTPUUECKOM
dokycupoBkU ObLIO BbiAeneHo > 70 BapuaHToB ATT, u
5TO YHCJIO PACcTeT 110 Mepe Pa3BUTHS HACHTU(DUKAIII-
OHHBIX TexHojoruii. Bce amnmenu, Hecymme reH ATT,
MOJYYMIM Ha3BaHUE CUCTEMbl MHTMOMTOPOB IIpOTEa3s
(Pi-cuctembl). BONBIIMHCTBO TEHETUYECKUX BAPUAHTOB
ATT He UMEIOT KIMHUYECKOTO 3HaUYeHUsI, HO oKoJjio 30
U3 HMX BBI3BIBAIOT IaTOJIOTMYECKUE MposBiaceHus [1].
BapuaHThl K1accudULIMPYIOTCS MO CKOPOCTU 3JIEKTPO-
(opeTnyeckoit MUTrpaluM B MarHUTHOM TI0Jie TIpU
pa3HbIX rpamueHTax pH. IlepBele mccmemoBaTeny ISt
0003HaUeHUsI BapUaHTOB CpeIHEW MOMBUKHOCTU HC-
noab3oBaiu OykBy M (medium), BBICOKOW MNOABUXK-
Hoct — F (fast) u memnennoit — S (slow). Ilo mepe
OTKPBITHSI HOBBIX BApUAHTOB T€ M3 HUX, KOTOPHIE MMT-
pMpOBau K aHOAY, ObLIM 0003HAYEHBI TIEPBLIMU OYKBa-
MU ajipaBuTa, a TE, KOTOPbIE MUTPUPOBAIA K KAaTOLy, —
rnocieqHUMU OykBamu. HopManbHble anienu, pucyT-
creyiomie y 90 % 3m0poBbIX JIoAei, Ha3BaHbl PiM.
Hawubonee yacto BcTpevarominMucs Ae(UIUTHBIMU ajl-
nensimu siBisitotrest PiS (KoTopble akcnpeccupyloT Mmpu-
MepHO 50—60 % AAT) u PiZ (KoTopble 3KCIIPeCCUpyIoT
npumepHo 10—20 % AAT) [1]. Annenu S u Z skcrpec-
CUPYIOT MATOJOTMYEeCKUiA OeJIOK, MOJUMMEPUYIOLIMIACS
B ITeYeHM. Y 1l ¢ TaKuM peHotumnom ot 80 10 90 % Mo-
nexkyn AAT-Z v ot 40 1o 50 % monekyn AAT-S ocTaroT-
csl B TeNATOIIUTAX, TIOJTMMEPHU3YIOTCS U B HOPME pa3py-
IIAI0TCS TIpOTea3aMu.

3abonesanus, cea3anHble ¢ aeduuntom AAT

IMockonbky nuna ¢ gepuuutoM AAT MMeIoT pucK pas-
BUTHSI 3a00JI€BaHUI B TEUEHME BCEil )KU3HU, TIepBUYHAS
JleroyHasi sM¢pu3eMa 1 HeCKOJIbKO BUAOB MAaTOJOTUIA TTe-

Knunnyeckue pekomenpaumm

YeHH (B TOM YHCJIe HEOHATATbHBINA X0JIeCTa3, IOBEHWIb-
HBIM IeNaTuT, UMPPO3 Yy J€TEe U B3POC/IBIX U PaK Ieye-
HU), paclieHMBAIOTCS KaK CHUCTeMHbIE 3a00JjieBaHus |35,
6]. lprunHa MopaxkeHUsI MeYeHU 3aKITI0YAETCs] BO BHYT-
PUTICYCeHOYHOM HAKOIUICHWM ITOJIMMEpOB, a sMdpuzema
JIETKUX pa3BMBaeTCs B pe3y/IbTaTe HeAOCTaATOYHOI KOH-
neHtpauu AAT B I1a3Me ¥ TKaHsIX, CJMIIKOM HU3KON
JUTSL 3aIIUThI COETUHUTEbHON TKAHW JIETKUX OT JeCT-
PYKTUBHOTO BO3IEHCTBHA ITpoTeas (Tabi. 1). CymiecTBy-
IOIIIME B HACTOSIIIIee BPEeMsI ToKa3aTeJIbCTBA HEIOCTATOY -
HBI IS TOTO, YTOOBI TOBOPUTH O BIUSHUM Ae(EKTHOTO
AAT Ha 4YacToTy MO0 TSXKECTh OPOHXMATBHOU aCTMBbI
(BA) [7]. Taxxke mpenmomaraercs, 4to mepumut AAT
MOXKET MOBBIIIATh PUCK Pa3BUTHSI HEOIIACTMYECKMX 3a-
OosieBaHU# (JIUMPOM, paka MOYEBOTO My3bIPs, KEJTUYHO-
TO My3bIPS, JIETKOT0) U CITOCOOCTBOBATH UX 00JIee aKTUB-
HOMY IPOrpeccMpoBaHuI0. KaHLIEpOreHHbI MEXaHU3M,
BEPOSITHO, 3aKJII0YaeTCs B U30BITKE ITpOTeas, He HelTpa-
Jnm30BaHHBIX AAT, KOTOpbIE BBI3BIBAIOT TOBPEXICHUE
TKaHel W JAerpamalyio WHTPALEJUTIONSIPHOro Oapwepa,
YTO 00JIerYaeT pa3BUTHE M AUCCEMUHAIIAIO paKa 0Jiaro-
napst (pakTopy HEKpO3a OTMyXOJIH.

Cyl1ecTBYIOT A0KAa3aTeJIbCTBA CBSI3U MEXAY Meduii-
ToM AAT, CUCTEMHBIM BAaCcKyJIUTOM W HEKPOTU3UPYIO-
1M MTaHHUKYJIUTOM [1]. B HacTosee BpeMst moay4eHo
TOJIBKO OJTHO CJIa00€ 10Ka3aTeIbCTBO B3aUMOCBSI3U MEX-
ny neduiutom AAT u ApyruMu 3a00JI€BaHUSIMU, TaKU-
MU KaK peBMaTOUIHBIN apTpuT, (puOpoMuUaiTus, aHeB-
PU3MBI, TAHKPEATHUT, paK, CHCTEMHBIN CKIIEpO3 U T. 1. [1,
4], HO IS OKOHYATEILHOTO PELIEHMs 3TOT0 BOIIpOCa He-
00XOIMMBI TaTbHENIIINE UCCIIEIOBaHMS.

B xnuHMYeCcKoi TTpakTUKe pUCK 3a00ieBaHUsI orpa-
HUYEH B OCHOBHOM ¢eHoTurnoM ZZ (96 %). OcranbHble
4 % nu11 C TTOBBILIEHHBIM PUCKOM UMEIOT peaKue nedu-
LINTHBIE BApUAHTHI WIKM KpaiiHe peAKuii HylIeBoi (heHOo-
tun [1]. MMetolmrecs ceroaHsl CBeAeHUs O pacnpocTpa-
HEHHOCTH 3THX BapWMaHTOB (IIPOLICHT MAalleHTOB C
KJIMHUYECKUMU mposiBieHusiMu aepunuta AAT) BecbMa
CKYIHBI, XOTSI YCTAaHOBJIEHO, YTO IOYTH y BCEX JIMIL C
HyJIEBBIM (DEHOTUIIOM pa3BUBaETCs AMpu3eMa JeTKuX.
OmHako 3TW BapMaHTBI HE CBSI3aHBI ¢ 3a00JI€BaHUSIMU
neveHu, T. K. ipu Takux peHorunax ATT He cuHTe3upy-
eTcs W, CleqoBaTeIbHO, HE HaKaIlJMBaeTCsl B IMEYEHU
[8]. Jo 60 % nuu ¢ dheHotunoM ZZ MMEIOT XPOHUYEC-
Kyl0 OpOHXHUaIbHYIO OOCTpyKIMiO [l], U1 OCHOBHBIM
¢akTOpOM pHCKa MPU 3TOM SIBJISIETCS BO3IEMCTBUE Ta-
0auyHoOro nbIMa. DTO A0Ka3bIBaeT, uTo Aeduiut AAT cam

Tabauua 1

Denomunsvt u KOHUenmpauus AAT u ceazannwiii ¢ HUMU PUCK paseumusi namoaocuu A1€2Kux u ne41enu *

®eHotun KoHuenTtpaums AAT B nnasme
MKMOJIb* mr/an*
MM 20-39 103-200
MS 19-35 100-180
SS 14-20 70-105
Mz 13-23 66-120
SZ 9-15 45-80
zz 2-8 10-40
HyneBoii 0 0

Puck ampusembl Puck 3a00neBaHuii neyenu
He nogbiwweH He noBbiwex
He noBbiweH He noBbiweH
He noBbiwer He noBbiwex

Cnerka noBbilEeH
Cnerka noBbILeH
Bbicokuii puck
He nogbiweH

Bo3MO0XHO, cnerka noBbILIEH
Cnerka noBbiwweH (20-50 %)
Bbicokuii puck (80-100 %)
BbiCOkmi puck

Mpumeyarme: yposeHb AAT < 15 Mkmonb (80 Mr/mn) CBA3aH C MOBLILLEHHBIM PUCKOM Pa3BUTIS MOU3EMBI IETKUX. * - pe3ynbTaThl HehenomeTpuu.

http://www.pulmonology.ru
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PexomeHpaluy 1Mo AMarHoCTUKe U BeIeHUIO 00JIbHBIX ¢ AeduliuToM o -aHtTuTpuiicuHa (SEPAR)

o cebe TpU OTCYTCTBUU IPYTUX FeHETUYeCKUX (haKTo-
POB pHCKa U BHEIIHUX BO3ACUCTBUI, KaK MPaBUJIO, HE
BBI3bIBAET PECIIMPATOPHOI Matojaoruu [9].

Anupemmnonorus

CornacHo pe3ynbsraTaM HEIaBHO BBIIIOJIHEHHOTO MeTa-
aHanuza [10], yacToTa BcTpeyaeMocTu auieieit S u Z B
HMcnanum cocrasnasier 104 ciyyast Ha 1 000 yenoBek st
PiS u 17 cirygaes Ha 100 yenoBex mig PiZ. Dkcrpamonn-
pysd o™i 1udpsl Ha HaceleHue McraHum B 1ieaoM, 00-
1ee YMCIIO JIUI, TeTepo3UroTHhIX Mo AAT, cocTaBiser
9 173 181 (95%-nwiit noBepuTeabHbBINM MHTepBaN (JIN) —
9 167 966—9 178 398), KoTopoe pacmpene/sieTcs CiaeLy-
oM odpazoM: MS — 7 358 263, MZ — 1222 041, SS —
463023,S7Z — 144 827 u ZZ — 12 026 yenosek. CoorBeT-
CTBEHHO 3TUM LiMdpam, obIIas pacmpoOCTPaHEHHOCTh
rerepo3urotHoro ¢eHoruna B Mcmanum cocrasisier 1
Ha Kaxnple 4,4 UHAUBUIA, paclpenelisisach ClaeayoImmnuM
obpazoM: MS —1:5,MZ —1:33,SZ—-1:278u 77 —
1: 3,344 (95%-ub1it AN — 2 175—5 164) (ta6a. 2). Ha
puc. 1 mokazaHo 4ncio Jull ¢ QeHOTUIOM ZZ B psiic €B-
poneiickux cTpaH. PaccuntanHoe yncio Joaeil ¢ aedu-
LIMTHBIM (heHOTUNIOM ZZ B McrilaHUM COCTaBsSIET MPU-
mepHo 12 000, 4TO CTaBUT 3Ty CTpaHy Ha 2-€ MECTO
rmociie itamum, re TOITyJISIInS JINIT ¢ CEPhe3HbBIM aedu-
uutoM AAT camag 6onbinas B Esporie [11, 12].

KnuHnyeckue n GyHKLMOHANBHBIE USMEHEHMS

Bo3spact nosiBieHust pecnipaTOpHBIX CUMITTOMOB B 3Ha-
YUTEIBHOW CTEIIEHU BapbUPYET, XOTS OHU PEeIKO BO3HU-
KaloT y JIML MojIoxXe 25 jieT. DTa BapuabeTbHOCTb 3aBU-
CUT OT KypeHus Tabaka, Haquuusi OpOHXUATHHOM
TUIIEPPEAKTUBHOCTHU 1 TIOBTOPHBIX PECITMPATOPHBIX MH-
dexuuii. Y KypuablIMKOB C TSLKeNbIM aeduuurtoM AAT
CUMMOTOMBI MOSBASAIOTCA Mexay 35 u 40 rogamu, Torma
KaK y HEKypsIux 3a001eBaHre HAUMHAETCSI TIPUMEPHO
Ha 10 net mo3xe [13]. HanbGoyiee yacTBIM CUMIITOMOM
ABJISIETCS OJBIIIKA, KOoTopast nmpucyrcTByeT y 80—90 %
00JIbHBIX; 65—75 % XaNnyloTCsl Ha XpUITbl, UHOTA XPO-
HUYECKre, WHOoTrIa Ha (OHE pecrnupaTopHbIX MHGEK-
umii; 10 40 % GObHBIX OECIOKOUT MPOAYKTUBHBINA WIN
HETPOAYKTUBHBIN KallleJib, CBSI3aHHBIM ¢ OPOHXO3KTa-
3amu. B ncciienoBaHu, BEITOJITHEHHOM Ha OCHOBE PETH-
ctpa HarmmoHanbHOTO MHCTUTYTA CEepAlia, TETKUX U KPO-
Bu (NHLBI), 35 % yuactHukoB umenu bBA B aHamHe3e 1
cBbiie 50 % — MOJIOXMUTEIbHBIA OPOHXOAMIATALIMOH -
HbIl oTBeT [14]. DTO MccnenoBaHUE OLIEHUBAIO HaJU-
Yye XPUIIOB, aTOIMHU, MOBBIIMIEHHOTO YPOBHSI CHIBOPO-
touHoro nMmmyHorsiooyimuHa E (IgE) n momoxuTemsHOTO
OpOHXOIMIATALIMOHHOIO OTBETa KaK MapkepoB BA u

OuHnaHana
Benrpus
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9cTOHMS
Jivtea
LLseiuapus
AscTpus
Hopserus
Poccus
HupepnaHgpl

Cepbus

Nopryranus
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0 2000 4000

6000 8000 10000 12000 14000 16000 18000 20000

Puc. 1. Paccuurtannoe uucio nui ¢ ¢eHorurniom ZZ B 21 crpaHe
EBpornnl (110 1. Blanco et al. [10])

BBISIBUJIO IIPUCYTCTBUE = 3 3THUX MapKepoB y 22 % 6oJib-
HbIX ¢ nepunuToM AAT v Toabko y 5 % 6oabHBIX XOBJI
C HOpMaJIbHBIM YpoBHeM AAT [15].

HecmoTpst Ha TO, YTO HaIlllM 3HAHUSI O TMATOTeHE3e
3TOro 3a00J1eBaHMSI MOMOJIHWINCH O1aroaapsi U3y4eHUIo
U HAOJIIONEHUIO JIUL], TOMO3UTOTHBIX 10 PiZZ, mHorme
acmeKThl Mo-TIpexKHEMY TpeOYIOT yTouHeHus. B peTcTBe
€MHCTBEHHOM yrpo30i1 310POBBIO 3TUX JIIO/IEH SIBJISIET-
Cs1 BEpOSITHOE pa3BUTUE 3a00JieBaHU TieueHu. B omHOM
HCCIIeI0BaHUY HE OBbLIM MOJIyYeHbl pa3Muusl B JIETOU-
Hoit pyHkuuu 103 moapocTkoB ¢ ¢peHoTunoM PiZZ, Bbi-
SIBJIEHHBIM TIpUM HEOHATaJbHOM CKPUHUHIE, W KOHT-
pOJILHOW Tpymnmbl TOTO e Bo3pacTta [17]. MeHblie
MU3BECTHO 0 naTtoreHese aeduuuta AAT y B3pOCbIX JIULL

Tabauua 2
Paccuumannoe uucao auy c oegpuuyummnoim ghenomunom Pi ¢ Hcnanuu
MS MZ SS | Sz | zz
Hacenenue Ucnanum
(40 217 413 yenosex). 7358 263 1222 041 436 023 144 827 12026
PaccuntanHoe uncno nuy,

¢ aepuuutHeiMM peHoTunamn (6 696 222 - 8 072 328)

(972767 - 1539 805)

(369057 -514244)  (107227-195038) (7 788 - 18 493)

Mpumeyarme: B cnanum, cTpade ¢ HaceneHuem B 40 217 413 yenosek, npoxusatoT 6onee 9 MaH L ¢ Aeduumtom AAT, BONbLIMHCTBO U3 HUX UMEIOT deHoTUnbl MS unn SS, koTopbie He
HEeCyT pucka pa3suTIA 3a60neBaHmit. PaccumTtanHoe Yneno an ¢ GeroTunom PiZZ coctaenget 12 000. STv nua MMEIOT NOBBILLEHHBIV PUCK Pa3BNTUS 3a007EBaHNIA B TEYEHIE BCEIA XM3HU.
OcranbHble 14,6 % umeloT GeroTunsl MZ unn SZ, koTopbie CBsi3aHs! ¢ ropasao 00s1ee HM3KMM PUCKOM PasBUTUS Natonorum, Yem deHotun PiZZ.
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crapie 20 net. OnHOI M3 IPUYMH SIBJISIETCST TPYAHOCTD
0000IIIeHUsT Pe3yJIBTaTOB MCCIENOBAHUI C Pa3IUUYHBIM
IU3aiiHOM YW / WM U3ydYaeMbIMU TONYISILMSIMU. Tak, B
OOJIBIIIMHCTBE M3 HUX YYACTBYIOT KaK KYpUJIBIIUKU, TaK
1 OBIBIIVIE KYPUJIBIIIUKYA U HEKYPSIIIUE, U KYpeHUE MO-
XKET MaCKMpOBaTh BJIMAHUE IPYIMX (PAKTOPOB Ha JIETOY-
Hy1o pyHKIMI0. HegaBHO BhINMOJHEHHBIE UCCIEI0BAHUS
cpeny Hekypsiux Jul ¢ gpeHorunom PiZZ nokazanu,
YTO BO3IEICTBHE JOMAIITHNX KEPOCHHOBEIX 000OTrpeBaTe-
JIei, 3aHSITOCTb B CEIbCKOM XO3SiCTBe, Mpodeccruo-
HaJIbHOE BO3[CHCTBME PECNUPATOPHBIX UPPUTAHTOB B
aHaMHe3e, HAJIMYKWE XPUTIOB, MOBTOPHBIX pecnupaTop-
HBIX MHOEKIUN 1 THEBMOHWI TOpas3no CHIbHEe yXYI-
1IAIOT JIeroYHYy10 yHKIuo [18, 19].

B Tabn. 3 npencraBieHo cHUXXKeHUE odobeMa opcu-
poBaHHOTO BhIT0Xa 32 1-10 ¢ (OPB,) B rpynmax 601bHbBIX
¢ ¢penotunoM PiZZ, He ToydyaBIINX 3aMeCTUTEIBHYIO
Tepanuio (Kak CHUMIITOMHBIE, TaK U OECCUMIMTOMHbBIE
ciyyau). Bo Bcex aTUX Mccie0BaHUSIX eXXerogHoe mnaje-
Hue OB, HaMHOTO BBINIE CPeU KyPSIINX, YEM CPENU
Hekypsiux [16, 20—22]. OgHako 3TU JaHHbIE HE COBIIA-
AT C pe3yiabraTaMM, IOJYYeHHBIMU Y OBIBIIMX KY-
puibirKoB ¢ XOBJI, nonHoueHHbIX o AAT, y KOTOPbIX
cHkeHne OPB; ObITO Tak ke MaJlo, KaK U Yy HEKypsi-
mux (30 M1 B Tom). DTa 3aKOHOMEPHOCTH MEHSIETCSI, €C-

Knunnyeckue pekomeHpaumm

JIM aHAJIM3MPOBATh MaHHBIC C YICTOM MCXOIHBIX BEJIM-
yuH O®B, [23-26].

Heckonbko mccitenoBanmii mokaszanu, uro ODB, sB-
JISIETCST TJIABHBIM TIPU3HAKOM, IPOTHO3UPYIOIINM BEI-
JKMBAaeMOCTh OOJIBHBIX C TSDKEIBIM gedumutom AAT [16,
20, 27]. BepkuBaeMoOCTb B TeueHHe 2 JIET COCTaBIsIET
npaktruecku 100 %, nmoxka ODB, He nmagaer 10 33 %uonx.,
U C 3TOT0 MOMEHTA BbIKMBAEMOCTb CHMXXAETCST IKCITO-
HeHuuanbHo, gocturas 50 % npu OPB, 15 %ok, [27].
OnHuM U3 (HakTOpPOB, BHOCSIINUX MTPOTUBOPEUUST B pe-
3YJIBTaThl Pa3HbIX MCCIICAOBAHUI, SIBJISIETCS BKIIOUEHME
B aHAJIN3 KaK OOJIBHBIX ¢ KIIMHUYECKUMU ITPOSIBIICHU-
SIMM 3a00JIeBaHUST (CUMIITOMHBIC CIyJaW), TaK WM JIWII,
BBISIBJICHHBIX B XOJ€ CEMEMHBIX HCCIAEHOBAHUM WU
CKPUHUWHTOBBIX TporpamMMm (0eCCMMNTOMHEIE CIIydau).
B uccnenosanuu 52 yenosek ¢ peHotunom PiZZ (20 u3
HUX — 0e3 KIIMHUYECKNX IIPOSIBJICHUI) ITOJTydeHAa BBICO-
Kasl BapuaOeJIbHOCTh TOKa3aTesIel JIeTOYHOM (PyHKLIMU
U BBISIBJICHBI 3 (pakTOpa pUcKa MPOTrPeCcCUPOBAHUS M-
du3eMBl: OpOHXHMAIbHAS TUIIEPPEaKTUBHOCTD, TTOBTOP-
HBIE pecIMpaTOpHble MHOEKIINN U CeMeHbBIN (akTop.
Pomurenn manmeHTtoB ¢ ¢eHotunom PIZZ v Huszkum
O®B, vame wMmenn sMbu3eMy, YeM POIUTEIN JIUII
¢ penorunom PiZZ w HopmansHeiMm O®B, [13]. B He-
JTABHO IIPOBEACHHOM MCCJICIOBAaHMU OBLIO BEIIBUHYTO

Tabauua 3

Cuuxcenue ODB; ¢ epynne auy ¢ penomunom PiZZ, ne noayuasmux 3amecmumensHyio mepanuio

(cumnmommuwie u beccumnmommuole cay4au)

Monynsums Ccbinka lon Tpynnbi Yucno nuy, AnutenbHoCTb CHuxenne 0B,
HaOniopeHus, mecsues mn/rop*
PiZZ cumnToMHbie A.S.Buist et al. [26] 1983 ODB; -30% 52 NR 45 (8)
1 6eccumnToMHble 30-65 % 30 NR 111 (102)
>65% 22 NR 45 (52)
PiZZ cumnToMHble E.D.Janus et al. [20] 1985  Kypunblumku 7 12-144 317 (80)
1 6eccMMNTOMHbIe BbiBLUME KYpUbLIMKY 6 12-144 61 (43)
Hekypswwe 7 12-144 80 (38)
PiZZ cumnToMHble M.L.Brantly et al. [23] 1988 Bce 24 32 51(82)
0®B;< 30 % 17 35 51(81)
30-65 % 5 25 40 (109)
>65% 2 23 71 (5)
PiZZ cumnTomHbie M.C.Wu, S.Eriksson [16] 1988  Kypunbmku 40 36 61(170)
1 GeccumMnToMHble BbiBLUME KYPUbLMKY 22 36 81(70)
Hekypsiume 18 36 61(100)
PiZZ cumnTomHbIe N.Seersholm et al. [21] 1995 Bce 161 NR 81(94)
1 6eccUMNTOMHbIE CMNTOMHbIE 113 NR 88 (99)
BeccumnTomHble 48 NR 63 (87)
Kypunbiumku 43 NR 132 (105)
BbiBLIME KYpUABLYMKY 100 NR 58 (80)
Hekypsiume 18 NR 86 (107)
Hekypswwe u 6eccumntomubie 11 NR 36 (50)
PiZZ cumnTOMHbIE N.Seersholm et al. [24] 1998 Bce 97 70 74 (59)
0®B;<30% 27 70 31(36)
30-65 % 58 70 83 (49)
>65% 12 70 140 (83)
PiZZ cumnTOMHbIE NHLBI 1998 Bce 277 12-82 56 (86)
1 GeccumnToMHble (UccnepoBatenbckas rpynna 0®dB;< 35 % 99 12-82 44 (99)
peructpa peduuuta AAT) [25] 35-49 % 26 12-82 94 (79)
50-79 % 40 12-82 84 (93)
>80 % 152 12-82 39 (75)
PiZZ cumnTomHbIe E.Piitulainen et al. [22] 1999  Kypunblumku 46 66 70 (58 - 82)*
1 6eccUMNTOMHble BbiBLIKE KYPUNIBLLUMKK 351 66 41 (36 - 48)*
Hekypsiume 211 66 47 (41 - 53)*

Mpumeyarme: OPB; - 06bem GopcrpoBaHHOro Buifoxa 3a 1-10 ¢; NR - HeaaperucTpuposatHble; NHLBI - HauvmoHanbHbIi MHCTUTYT CepALa, NEerkux 1 KPOBM; * — AaHHbIe NpeacTaBneHbl kak

CPeaHsst (CTaHaAPTHOE OTKMOHEHIE), KPOME fiaHHbIX 13 paboTl E. Piitulainen et al.
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MIPEAITONIOXEHNE O CYIMIECTBOBAHUM T'€HETUIECKUX MY-
Taluii, KOTOPbIe MOT'YT U3MEHSTh TeYCHUE 3a00JIeBaHUS
y 00sbHBIX ¢ peHoTUNIOM PiZZ. B onHoli paboTte BbISIB-
JIEHa 3HAYUTEJbHO 0oJiee BBICOKAs YaCTOTa MOJUMOP-
¢dr3Ma TeHa SHAOTETMATBbHON CHMHTa3bl OKCHIA a30Ta
(C774T) y mau ¢ penoturniom PiZZ n ODPB; < 35 %0mx.
[28]. F.Rodriguez et al. [29] BbIsiBWIM O0Jiee BBICOKYIO
yactoTy nonumopdusma reHa Pl miyratnoH-S-TpaHc-
depasel (GST P1-105Val) y 60ompHBIX ¢ medurmrom AAT.
OTU NaHHBIC HApSAy C BO3PAaCTOM U CTaXeM KypeHUs
oobsacHsoT 41 % BapuaGenbHocTu ODB,, Habmonae-
MOIi y 3TUX MalMeHToB. B kauecTBe MPOrHOCTUYECKOTO
MapKepa TakKKe HCIOIb3YeTCA IUIOTHOCTb JIETOYHOM
TKaHU, U3MEPEHHas MpU KOMIIbIOTEPHOI ToMorpachuu
(KT) nerkux. CHUXXeHME 9TOro nmokKasaressl 3HaYUTe b-
HO KOPPEIUPYET C POCTOM JIETATbHOCTU B TE€YEHUE 5 JIET
[30]. Apyrum akTOpoM, CaMOCTOSITEIbHO CBSI3aHHBIM
C BBKMBAEMOCTbIO, SIBJISIETCS HMHAEKC MAacChl Teja
(MMT): 6osee BbicOKas JETaTbHOCTb HAOIIOAAETCS Cpe-
v i ¢ UMT < 20 [31].

Takum 06pa3oM, KypeHHUe SIBJISIeTCS KIIIOUeBbIM dJIe-
MeHTOM B maTtoreHese neduinura AAT. Ot KonmyecTBa
notpeobasieMoro Tabaka HarnpsIMylo 3aBUCST JIETATbHOCTh
u camkeHnne O®B,. HecMoTps Ha To, 4TO TIpU IIpeKpa-
IIeHN1 KypeHus ckopocTh nageruss OPB, 3amemsiercs,
STOT IIOKa3aTejb OCTaeTCsl HMXKEe HOPMaJbHBIX 3Haue-
HMI, CBOMCTBEHHBIX JIMIIAM, ITOJHOLIEHHBIM 1O AAT.
Ipyrumu hakTopaMu, BAUSIONIMMU Ha pa3BUTHUE JIETOU-
HOM TIATOJIOTUM, SIBJISIIOTCS IIPOM3BOACTBEHHOE BIIMSTHUE
HWPPUTAHTOB, OIpeeIeHHbIe TPOGhECCUN C BBICOKUM pHC-
KOM TIOpaXKeHUsI JIETKUX, HaJIMUMe XPUIIOB, PECIPATOpP-
HbIX UH(pekuuit (ocobeHHo mHeBMoHU) U UMT < 20.
CyIIecTBYIOT TaKKe TeHeTUIeCKre (paKTophl, YBEIMIM-
BalOII[Me YaCTOTy CHMIITOMHBIX CJIydaéB B HEKOTOPBIX
ceMbsiX. [TpoaoKUTENbHOCTD XU3HU HEKYPSIIIMX JIUIL C
neduunrtoM AAT npu OTCYTCTBUM KJIMHUYECKUX MTPOSIB-
JICHWI 1 ApyTUX (DAKTOPOB PMCKA MOXET OBITh TAKOM XKe,
KakK B OMYJISILIMK B 1iejoMm [1, 32].

YmepeHHbin feduumnt AAT: pUCK, CBA3aHHBIA
C reTepo3uUroTHOCTbIO M APYrMMU heHoTUNaMM

Annenu S u Z 4aiue Apyrux acCOUUUPYIOTCS C yMEPEH-
HbIM nepunuroM AAT. @erotumel MS 1 MZ, BcTpeua-
IOIMECS B €BPOMENCKON monmynsiiuu ¢ yactotoil 10 u
3 % coorBeTcTBeHHO [33], Hauboee YacTO BBI3BIBAIOT
yMepeHHbI gepunut AAT. OnHako yTBepXIeHHE, YTO
Jia ¢ 9TUMU (peHOoTUnaMu 0oJiee MpeapacIiogoXeHbl K
pazButuio XOBJI u asmbpuzemsl, yeM ¢ peHoTunnoM MM,
MO-MpeXXHeMY OcTaeTcsl mpeaMeToM criopoB [34]. Xots
MHOTHE MCCJIeNoBaTed He CMOIJM MPOAEMOHCTPUPO-
BaTh 00Jiee BHICOKYIO YACTOTY PECITUPATOPHBIX CUMIITO-
MoB 1 XOBJI y Hekypsiux aull ¢ peHotunom PiMZ, B
2 paboTax, BBIMOJHEHHBIX B OOBIYHOM MTOMYJISILINU, T10-
Ka3aHo, YTO 3TOT (PEHOTHUII CBSI3aH C 0oJiee OBICTPBIM
cHmkenneM ODB,, yem penorun MM [35, 36]. B xone
HCCIIEOBAHUI TUIA «CTy4Yaii—KOHTPOJIb» OOHAPYXKEHO,
yto (peHotun PiMZ uaie BcTpeuaeTcsl cpeau 00JbHbBIX
XOBJI, uemM B KOHTPOJIBHBIX TPYMIIaX, a B UCCAEAOBAaHUM
3nopoBbst jerkux NHLBI BrisiBieHo Oosiee ObicTpoe
camxenne O®DB,; cpenu KypuibIIMKOB ¢ (DEHOTUIIOM
MZ, y xoTopsix puck pa3putust XOBJI 0bLT TTOBBIIIIEH-

HbIM [36, 37]. ®eHotun SS, Kotopblil B 60 % ciydaeB
COMpPOBOXAAETCSI HOpMaJbHBIM YpoBHeM AAT, He cBs-
3aH ¢ XOBJI [38]. Terepo3uroTHblilt ¢eHOTUN SZ, TIpU
KoTtopoM ypoBeHb AAT cocTapisieT okosio 40 % ot Hop-
MaJIbHOrO0, BcTpedaercs peako (< 1 %) u conpoBoxaaer-
¢ 6onee yacthiM pa3ButueM XOBJI Ha ¢oHe KypeHus.
OnHako (YHKIIMOHAIBHOE YXYIILIEHHUE Y 3TUX OOJIbHBIX
MPOUCXOUT MEJJIEHHEE, YeM Y Jiull ¢ heHoTurnom PiZZ
[39, 40]. B Ta6m. 1 mpeacraBiaeHs! ypoBHUI AAT TIpn Kax-
oM (eHOTUIIE U CBSI3AaHHBIA ¢ HUMM PUCK DPa3BUTHUS
9M(pU3EMBI.

KnuHuyeckas guarHoctuka
MNpepnonaraembiit fUarHo3

Hedbunut AAT creayet 3anoa03pUTh NMPU HATUYUU HE-
CKOJIbKMX KIWMHWYECKUX CUMNITOMOB. Ero Kiaccuuec-
KH€ MPOSIBJICHUST — MPOTPECCUPYIOIIAs OABIIIKA U SIPKO
BbIpaxkeHHasi aMbu3eMa y B3pOCbIX MOJIOIbIX JIIOJEH,
KYypSIIMX WIK HEKYPSIIUX, HO YacTO TUArHO3 yCTaHaB-
JIMBaeTCs B ropas3mo OoJiee CTapIieM BO3pacTe y JIMII,
crpagaomux XOBJI ¢ smduszemoii B TedeHHe MHOTUX
JIeT. Y yacTy OOJIbHBIX KIMHUYECKUE TTPOSIBIIEHUS 3200~
JIEBaHUSI OTCYTCTBYIOT, U TUATHO3 CTABUTCS B pe3yJibTaTe
CEeMEHBIX WMCCIeAOBAaHUN WJIM CKPUHUHTOBBIX ITPOT-
paMM JIMOO TIpY pa3BUTHM MATOJIOTUU ITEYEHU B paHHEM
JIETCKOM Bo3pacrTe.

HecMmortps Ha To, yTo neduuutr AAT sBiIsieTCS Hau-
OoJiee 4acToOi HAC/IEACTBEHHOM IATOJIOTHEII B3POCIBIX,
B 1LICJIOM 3HaHUS Y Bpaueit 00 3TOM 3a00JieBaHUM SIBHO
HeJocTaTOuHbl. Bpauu He uccienyioT ypoBeHb AAT y
MHoOrux 0osibHbIX ¢ XOBJI u He uMerT uHdpopMauuu
0 TOM, KaK THarHOCTHPOBATh 3TO COCTOSTHME WM KakK
U TI€ TPOKOHCYJIBTUPOBATh IMAallMeHTa IJIsS ITOATBEPXK-
NleHus auarHo3a. IIpryuHbI TakoW CUTyallMM 3aKJIKo-
YalTCS B TOM, YTO BO3PACT MEPBBIX MPOSIBICHUMN 3200~
JIeBaHMS 3HAUYUTEJIHLHO BapbupyeT M mehunmut AAT
BBISIBIISIETCS. TOJIBKO Y 1-2 % GOJIbHBIX C 3M(PU3EMOIA.
B pesynbraTe 3HauMTENbHAS TUITOAMATHOCTUKA BTUX T'e-
HETUYECKUX HapyUIEeHWIH CYIIECTBYeT BO BCEM MMUDE.
B WMcnannm npoxoaut B cpemHeM 10 et Mexxmy Imocra-
HoBKo#1 quarHo3za XOBJI u nocaenyionmm BeISIBIEHUEM
nepuumta AAT [41]. B CILIA aTOT MHTEepBaj COCTaBIsI-
eT 7,2 rofa, 1 10 yCTAHOBJIEHUS AuarHo3a 43 % GOJIbHBIX
ocMaTpMBaIOTCs 3 BpayaMmu, a 12 % — Gosee yem 6 Bpa-
yamu [42].

McnaHckuit HallMOHABHBIN PETUCTP COAEPXKUT CBE-
nenust o 500 narmeHTax ¢ peHoTUIioM ZZ B cTpaHe. OTO
coctaBisieT 4 % ot 12 000 GoJIbHBIX, KOTOPbIE, COTIACHO
pacuetaM, nipoxuBaoT B Mcnanuu [10, 43]. AHanoruu-
Hble cooTHouleHMs1 moaydyeHbl B CIIJA u Benukoopu-
TaHWU, ¥ TOJbKO B JlaHMU ArarHo3 BbICTaBjeH 28 % oT
PacCYMTAHHOTO YKciIa OOJbHBIX.

PaHHss quarHocTrKa 3TOr0 reHeTUYECKOTo HapylIe-
HUS BaxHa IOTOMY, YTO ITO3BOJISIET CBOEBPEMEHHO
TIPEANPUHSIT MHTEHCUBHBIE MEpHI IO TIPeKpalieHuIo
KypeHUs (KOTOpOe SABISIETCS OCHOBHBIM (DaKTOPOM, OIT-
peneNsIIoM ITPOTHO3 IIPY 3TOM 3a00JIeBaHUU) U Jieue-
HUIO SM(dU3EMbl U1 O0OCTPEHUIA, a TaKKe MPOBECTU Ce-
MeUHbIE UCCIEeN0BAHUS C LEIbI0 PAHHEW TUATHOCTUKU
nedumnura AAT y Ipyrux WIeHOB ceMel U TeHETUYeCKO-
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T'O KOHCYJbBTUPOBAHUA. HpI/I HAJIMYMM NOKa3aHWM Ha-
3HA4YacTCA 3aMCCTUTECIIbHAsA TE€paIiusd.

KnuHnyeckne nposiBneHns U anarHoctnyeckue
nccnepoBaHus

Hna B3pocabix ¢ gepunntom AAT xapakTepHo paHHee
nosiBieHue TUMMYHbIX cumntoMoB XOBJI: kauws, npo-
IOYKIIMA MOKPOTHI, OJBIIIKY U YacThIX 00ocTpeHuit. On-
HaKO OCHOBHBIM IIPM3HAKOM SIBIISICTCSI IIPOTPECCUPYIO-
mwast oabimika. [IpumepHo y 60 % HeKypsux JIUIl C
(eHoTUnOM ZZ mEepBble CUMITOMBI MOSBISIOTCS K 40
rogam, ay 90 % — x 50 rogam, XOTs y KYpUIbLIMKOB Ha-
yayio 3abojieBaHMusl OoJjiee paHHee. TakuMm oOpa3oM, BO
MHOTUX ciy4asix TpyaHo nuddepeniupoars XOBJI,
BTOPUYHYIO MO OTHoLIeHUIOo K neduiuty AAT, u XOBJI,
CBSI3aHHYIO C JIPYTUMM IIPUYMHAMM, €CJIM Bpad He Ha-
IIpaBWJI MALMEHTa Ha HcciaenoBanre ypoBHSI AAT.

Pentrenorpamma u KT jlerkux BbISIBISIIOT TTaHI00Y-
JIIpHYI0 SMbU3eMy MPEeUMYILIEeCTBEHHO B 6a3aIbHbBIX OT-
nenax. byJiibl GOMBIIMX pa3MepOB BCTPEUAIOTCS Hevac-
T0. BpoHX03KTa3bl 0OHAPYKMBAIOTCS IIPUMEPHO Y 25 %
OOJIBHBIX — B TaKOM X€ IPOLIEHTE, KaK U Y OOJbHBIX
XOBJI [44]. CoctosiHUEe JIETOYHOU (YHKIMU MOXET
OBITH Pa3JIMYHBIM, HO y OOJIBIIIMHCTBA MAIIUEHTOB BhISIB-
JITIOTCST OOCTPYKTUBHBIC HapyIIeHUs ¢ HanboJiee BhIpa-
XeHHbIM cHikeHueM O®B; u cootHomeHnuss ODB; u
(opcupoBaHHOI XU3HEHHOI eMKOCcTH Jierkux (PKEJT),
YTO MOXHO OOBSICHUTH M ONMHUM KypeHuem. K mpyrum
XapaKTepHBIM M3MCHECHHUSM OTHOCSTCS YBEJIUYCHUE
OCTaTOYHOIro OObeMa, TUNEPUHOISILUS W CHUXCHHE
nrchdY3MOHHONH CITOCOOHOCTU JIETKUX. Y HEKOTOPbIX
OOJIbHBIX BO3MOXEH IOJOXWUTEJIbHBI OpOHXOMMUIaTa-
LIMOHHBIN OTBET, YTO MHOTIA CBSI3aHO C KIMHUYECKOM
kaptuHoii BA. BpoHxuanbHasi TureppeakTUBHOCTb Y
00JIbHBIX C DeHOTUTIOM ZZ SIBSIeTCS TIJI0OXUM MPOTHOC-
TUYECKUM TTPU3HAKOM.

ITpu ob6octpenusx XOBJI y 60abHBIX ¢ AedUIIUTOM
AAT ypoBHM BOCHAJIUTEIbHBIX MapKepoB WHTEpieii-
KrHa-8 u JelikorpueHa B4 Bblile, yeM y Apyrux mnau-
€HTOB. OTO 00BsCHsET, moyeMmy y O0onbHbIX XOBJI
¢ nepruntoM AAT obocTpeHMs OGoyiee 4acTele, Ooee
MPOJOJIKUTENbHEIE U 00Jiee TsKeble [45].

[TepBbIM CUMIITOMOM Y HEKOTOPBIX MAIIUEHTOB, TOMO-
3UTOTHBIX 0 ZZ., SIBJIsieTcsl HapylieHne (hyHKIUY TTeYeHN
B paHHEM Bo3pacTe. Y TaKUX JeTell pa3BUBACTCS XOJIeCTa3
Pa3HOM BBIPAKEHHOCTU, COIIPOBOXKIACMBIN KEJITYXOM U
TOBBILLIEHUEM YPOBHS MEYEHOYHBIX (pepMeHTOB. B Heko-
TOPBIX CAYy4YasiX 3TO COCTOSIHUAE MPOrPECCUPYET IO Pa3BU-
THS IMPPO3a U TICYCHOYHOI HEAOCTATOYHOCTH C JIeTalh-
HBIM HCXOIOM, €CJIM He IMPOBECTU TPaHCIIAHTAIIUIO
neyeHu. Takas marosiorusi HaGaromaeTcsl MpY HaKoIUIe-
Huu Z-tuna AAT B remnaroumrtax, XOTs OCTaeTcsl Hesic-
HBIM, TI0YeMy OO0JIe3Hb Pa3BMBAETCS TOJIBKO Y HEOOJIBIIIO-
IO YrcjIa TOMO3UTOTHBIX JIUII. Y OOJBIIMHCTBA B3POCIIbIX
00JIbHBIX (DYHKIIMS TIEUeHU He HapylIeHa.

Jpyroii Mano pacnpocTpaHEeHHOU KIMHUYECKOM
dbopmoit saBisieTcs] TaHHUKYJINT, KOTOPBI TIPOTEKAaeT B
reHepaJn30BaHHO 00J1eBOl (hOpME C SpUTEMATOZHBIMU
MOJAKOXHBIMU y3JIaMM, KOTOpPbIE MOTYT U3bSI3BISITHCS.
Ha puc. 2 npeactaBieH IMarHOCTUYECKUI aIrOpPUTM,
IIPpUMEHSIEMBI TPy TToxo3peHny Ha gedunt AAT.

Knuhuyeckune pexomMeHpaummn

KnuHnyeckoe nopgo3pexmne
Ha aeduumt AAT*

Y

Onpepenexmne KoHUEHTpaumn AAT

Hopma Huxe HopMbl
Her | ®eHotnn |
neduumta + +
AAT
(BO3MOXEH B
enninHbl < 35% BennymHbl = 35 %
GeroraniMM) 1 GeHoTUn ** 1 peHoTUm**

I

Npyrve 7z '\ICIISZ’ Ss% Apyrve

Y Y

| eHoTun |

Puc. 2. lnarnoctuueckuii anroputm rpu aedpurmre AAT
[Mpumeuanue: * — cm. Tabu. 4; ** — MPOLEHT OTHOCUTEJILHO HUXHEI TpaHULIbI
JIOJKHOM BEJIMUMHBL.

CemeiiHble reHeTUYeCK1e UCCNEA0BaHNS W NOMYNALMOHHbII
CKPUHUHT

ITpu kinHUYecKoM nogo3peHuu Ha aeuuut AAT He-
00XOAMMO TeHEeTUYEeCKOoe oOcienoBaHue OOJbHOTO.
IIpexne Bcero, MOMO3PUTEIILHBIMHA B OTHOIICHNH Ie(pu-
uuta AAT sBsIIOTCS HEKypsILMe MallMeHThbl, He UMEIO-
mue bA, ¢ OIbIIIKON U HApYIIEHUSIMU JIETOYHON DYHK-
LIMY, a TaKXe KypWIbIIUMKU B Bo3pacte Ao 40 jer co
CHIDKEHMEM JierouyHo yHKmn. OmHAKO MCIOJIh30Ba-
HHUE TOJIbKO 3THX KPUTEPUEB HE IMO3BOJUT ITOCTaBUTH
JIMarHo3 MHOTHUM JAPYTMM IallMeHTaM C MeHee THUITUY-
HBIMU TIPOSIBJICHUSIMU, TIO3TOMY B COTJIACUTETLHOM JI0-
KyMeHTe, oIryboamkoBaHHOM B 1997 1., BO3 pekoMeHmo-
Baja u3MepsATh KoHuUeHTpauuilo AAT xorda OBl
OHOKPaTHO BceM 60pHbIM XODBJI. DTa pekoMeHaanus
Takxe BKiIodeHa B crangapTel ATS / ERS [1, 46]. Oxn-
HOKpAaTHOE M3MEpeHHEe CHIBOPOTOYHON KOHIICHTPAIIMH
AAT, TakuM 00pa3oM, MoKa3aHO BceM OOJIbHBIM, Y KOTO-
pbix nomumo XOBJI umeroTcst apyrue 3abojeBaHus,
yKazaHHble B TabOn. 4. DeHOTUNIMPOBaHUE TOKA3aHO
0OJIBHBIM C HU3KMM ypoBHeM AAT, reHOTUIIMpOBaHUE
cjienyeT MPOBOIUTD TOJIBKO MPHU IMPOTUBOPEUMSIX MEXKIY
ypoBHeM AAT u ¢peHotunom (tabJ. 5.).

o mpoBeneHUsT MOMYJSLIUOHHBIX TE€HETUYECKUX
HCCIIEIOBAaHUI ClieAyeT B3BECHTb BCE IIPEMMYIIECTBa

Tab6auua 4
Kanouoamot na usmepenue yposus AAT

1. BonbHble ¢ XOBJ1

2. Bapocnble ¢ 6poHx03KTa3amm

3. BonbHble ¢ YaCTUYHO 0OPATUMON aCTMOIA B3POCAbIX

4. KpoBHble poACTBEHHMKM C BbiSBNEHHbIM Aeduumtom AAT

5. OppiLiKa ¥ XPOHNYECKMI KaLlenb Y MHOTUX YTIEHOB OfHOW CEMbM
6. 3a00/1eBaHMS NEYEHN C HEBBISICHEHHOI NPUYNHON

7. CHUXeHue nuKa a1-6enka Ha NpoTenHorpamme

http://www.pulmonology.ru
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Tabauua 5
Kanouoameo! na onpeodeaenue penomuna u 2enomuna

®eHotun

1. Jluua ¢ koHueHTpauuein AAT Hixke HOpPMbI

2. KpoBHble poaCcTBEHHUKM NnL, ¢ Aepuumtom AAT

3. Cynpyru nuu, MMeloLMX OfHY UK ABE annenu Z, o poxaeHus peGeHka
eHotun

1. HecootBetcTBMe HU3KOr0 YPoBHS AAT TeOpeTUYECKM HOPMaNnbHOMY
deHoTuny

U TTOTeHUMabHble HelpocTaTKu. [IpenMylecTBa BKIIIO-
YaloT PaHHIOW AMArHOCTUKY, BO3MOXHOCTb Mpoduiak-
THYECKNX MEPONPHUATHI, TCHETUIECKOe KOHCYIBTHUPO-

BaHME U cIrieluduyeckoe JedyeHue. IloTeHIMaNIbHbBIE

HEIOCTaTKU MOApa3IesIsIoTCsl Ha IICUX0JI0TMYecKue, co-

LMajbHble U mpodeccruoHalibHbIe. Kpome Toro, 1aHHbIe

HCCIIEIOBAHUS OTIMYAIOTCS BBICOKOM CTOMMOCTBIO U

HayYHBIM XapaKTepOM.

Y 310poBBIX JIUIL OMNpeAeeHHe ChIBOPOTOUHOTO
ypoBHS1 AAT MpoBOAST B CAESAYIOIIUX CUTYALIUSIX.

1. Hccaedosanue npedpacnosoxcennocmu. Ipenapacmono-
JKEHHBIMM CUUTAIOTCS JMIa 0e3 creuuduyeckux
CUMIITOMOB, KOTOpbI€, TEM HE MEHee, UMEIOT BbICO-
KU PUCK 3TOW T€HETMYECKOW aHOMaJIMU, — TJIaB-
HBIM 00pa30M KPOBHBIE POICTBEHHUKH ITAIIMEHTOB C
IUarHoctTupoBaHHBIM gepuuntoM AAT. letu rete-
PO3UTOTHBIX POAUTEICH, KaXKAbIi U3 KOTOPLIX UMEEeT
OIHY ajutejib Z, C BEPOSITHOCTBIO 25 % MOIYT MOJy-
YUTb TOMO3UTOTHBIN peHotum PiZZ. JleTn ot ogHO-
0 TOMO3UTOTHOTO (ZZ) ¥ OAHOrO TeTePO3UTOTHOTO
poauTesisi MOTYT UMeTb J1ubo deHotun PiZZ, nubo
oaHy ayienb Z. I1pu nosiBieHUr y TaKUX MalMeHTOB
MMPU3HAKOB TTOPaXKeHMS TICICHU MU SMPU3EMBI TH-
arHo3 JOJDKEH OBITh YCTAaHOBJIEH He3aMeIIMTENIbHO.
Bonee Toro, Bce KpoBHbIE POACTBEHHUKM TOMO3U-
TOTHBIX (ZZ) wiu retepo3urotHeix (MZ wunu SZ)
JINIL TU00 HOCUTEIeH penkuX AeeKTHBIX ayieseit
TaKxKe JODKHBI MPOHTU TecTupoBaHue [47].

2. Obwuii nonyaayuonuslll ckpunute. TTomynsiLiMOHHbIE
CKPUHUMHTOBBIE HCCIENOBaHUS CJAeAyeT IMPOBOAUTH
IJIST OTIpeNeIICHUSI PacIpOCTPaHeHHOCTH meduImTa
AAT B paznnuHbiX nonyiasuusax. CKpUHUHT cpeau
HOBOPOXKAEHHBIX WU B MOMYJISLMHU B LIEJIOM CJIEayeT
MpeanpuHUMATh TOJBKO JJIs1 TTOJYyYeHUs STUIAeMUO-
JIOTUYECKUX TAHHBIX B CIEUU(PUIECKON MOMYISIIUN
WM TeorpauvecKoil 00JIacTu TpU HATUYUU CIIeTy-
IOIMX YCJOBUIA: MOJ03pEBaETCs BbICOKAs paclpoCT-
PaHEHHOCTb 3a00JIeBaHUsI WU €r0 TMITIOAUarHOCTUKA
MO0 MMeeTCsl 3HAYMTEeIbHAsT PacIpOCTPaHEHHOCTD
KypEeHMUSI.

CKpPUHUHIOBOE TECTUPOBAHUE JOKHO BBIMOJIHSITh-
Cs1 TOJIBKO B paMKax PerucTpoB WM HayYHBIX OOIIECTB.
Hccaenopanne HEOOXOOMMO IIAaHMPOBATH MO HAOJIIO-
IEHUEM 3KCIIEPTOB, M BCEX YUaCTHUKOB CJIEAyeT IPOUH-
¢opMUpOBaTh KaK A0 Hayaja UCClIeJ0BaHUSI, TaK U MOC-
Jie oJiyueHus1 pe3yasraTos [1, 48].

Ilocne onpenenenust KoHueHTpauuu AAT nuuam c
ypoBHeM AAT HMXe YCTAaHOBJICHHOW HOPMBI CIIEOyeT
MpoBeCTU (PEHOTUTTMPOBAHUE.

JIunam ¢ neduurom AAT 1 KOHKOPAAHTHBIM (heHO-
THUIIOM, BBISIBJICHHBIMUA B XOIE CEMEHHOTO MCCJIeIOBa-

HUS WIX TTOIYJISIIIMOHHOTO CKPMHUHTA, CJIeTyeT BBIIOJ-
HUTb PEHTTEHOIPaMMY JIETKUX, UCCIEIOBaHUE JIETOUHOM
GyHKIMM 1 GyHKIUY niedeHrn. KpoBHBIE pOICTBEHHUKHI
aul ¢ nepuuroM AAT TakkKe TOJKHBI 00C/Ie10BaThC.
Bce mmarHocTMpoOBaHHBIE CiIydan HEOOXOXMMO 3aHO-
CUTh B HAIIMOHAJIbHBIN PETUCTP.

Bcerna ciemyer MOMHMTB, YTO CYIIECTBYET BakKHast
pa3HUIIa — KaK B KIMHUYECKOM TeUEHUU, TaK U B TIPOT-
HO3¢ — MEXIy CIyJasMU ¢ KITMHNICCKUMMU TTPOSIBIICHN -
MM (YCTaHOBJICHUE JUMarHo3a B pe3yJibTaTe KIMHUYEC-
KOTO TOMO3PEHMSI) U OCCCUMIITOMHBIMU CIy4asiMu
(TTalMeHTHI, BBISIBIEHHBIE B Ppe3yJbTaTe CEMEHBIX
WUCCIIEIOBAHU WM OOIIEro ITOIYJISIIMOHHOTO CKPH-
HUHTa). Y MOCAeAHUX MOJTOBPEMEHHBIN MPOrHO3, Kak
npaBuio, 6osee OJaronpusiTHbINA, OCOOEHHO MpPU TPO-
BeJIEHUU NMPOPUIaKTUIECKUX MepONpUsITrii [49].

JlaGopaTtopHoe TecTupoBaHne

JlaboparopHbiii auarHo3 aedunurta AAT ocHOBaH Ha
KOJIMIECTBEHHOM M3MepeHUM YpoBHSI AAT B CBIBOPOTKE
u uneHtudukamuu deHoruna AAT. MoaekynsipHbIi
aHanu3 reHa AAT uau reHoTuna SIBJSIETCS] 30JI0ThIM
CTaHJApPTOM B BBISIBJIGHUM PEAKUX aJlJIeJbHbIX BapuaH-
ToB. KoHueHTpauus AAT usmepsieTcs B LieIbHOM KPOBU
C HUCMOJIb30BaHMEM B KAavyeCTBE aHTUKOATyJISTHTAa 3TH-
JIEHAMAMUHTETPAyKCYCHOM KUCIOTHI.

WU3mepeHune CbIBOPOTO4HOI KOHLLEHTpaLuu AAT

Jng onpenenenust ypoBHsI AAT B CBIBOPOTKE KPOBU Ha-
nbosiee 4acTO MCITOJIB3YIOT METON KWUHETHUYECKOW NM-
MYHHOI HedenoMerpun. OH OCHOBaH Ha 0Opa30BaHUU
HEpPACTBOPMMbBIX UMMYHHBIX KOMILIEKCOB B Pe3yJIbTaTe
coenuHeHus 6enka ¢ aHturenamu K AAT. Korna B xone
WCCIIENOBAaHMs MOIIHBIN CBETOBOM JIy4 TIPOXOANT Yepe3
o0Opasell, OH pacceMBacTCs YaCTUIAMU IIPEIUIIUTATa.
MHTEeHCUBHOCTh PACCESIHHOTO CBETa IPOMOPLMOHAIbHA
KOJIMYECTBY aHTMICHA B CHIBOpPOTKe oOpasua. I1o Bo3-
MOKHOCTH CBIBOPOTKA JOJKHA OBITh CBEXKEI WA 3aMO-
poxxeHHoit nipu Temnieparype -20 °C. Crnenyet nsderaTb
ee IOBTOPHOIO 3aMOpaXXMBaHUSI M Pa3MOpaXKMBaHUSI
(Tabu. 6).

st mpaBUITBHOM MHTEPIIPETALIMU PE3YJIBTATOB KaXK-
Ias jabopaTopusl IOJDKHA OIpPEAeNINTh HOPMAaTbHBIA
ypoBeHb AAT B CBHIBOPOTKE 340POBOT0 HaceJeHMUs.
JlomkHbIe BeTMYMHBI KOHLeHTpauuu AAT B CHIBOPOTKE

Tabauua 6
Cmandapmol noay4enus oopasuoe 01 heromunuposanus
u usmepenus AAT

5 Mn KpoBYM 6€3 aHTUKOAryNSIHTa LEeHTPUYrupoBaTh 1 NONYYUTb CbIBOPOTKY
Pa3penutb CbIBOPOTKY Ha anukeoTbl 500 MK (nacTukoBble NpoOMpku)

Ananus AO0/MKEH N0 BO3MOXHOCTU BbINOJIHATLCA CO cBexen ChIBOPOTKOﬁ.
Ecnum 00pasLibl aHanM3upyloTcs He cpasy, OHU MOTYT XPaHUTLCS MaKCUMYM
B Teyehue 1 Hepenu npu Temnepatype 4-8 °C unu 3amMopaxuBartbcs npu
Temneparype -20 °C

W30eraiite NOBTOPHOro pa3aMopaxuBaHus U 3aMOpax1BaHus

0Gpasupl, HanpaensgeMble B LEHTPasbHyio naGopatopuio Peructpa, A0MKHbI
3aMOpaXMBaTbCs B repMEeTUYHbIX NNACTUKOBbIX MPOGUPKax

MpumeyaHme: Ha pe3ynbTar BAMSIOT YCIOBUS XpaHeHns 06pasLioB, B YaCTHOCTY Ha
VAEHTUOUMKALMIO 1-aHTUTPUNCHA PiZ, KOTOPbII MOXET paspyLLaThCs.
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HaxonsaTcsa B nipenenax ot 103 mo 200 mr/mn [50]. KoH-
ueHtpauust AAT y nmereil HuXe, 4yeM y B3pocibix. Pe-
3yJIbTaThl KOJMUYECTBEHHOTO OMpeae/IeHUs] TaKXKe MOTYT
BbIpAXaTbCsl B MUKPOMOJISIX; JJIs1 MEpeBojJa B MKMOJIb
KOHIICHTpAIIMS B MT/IJ1 yMHOXXaeTcs Ha 0,1923.

HUsmepenue ypoBHsT ATT B CBHIBOPOTKE SIBISIETCS
KJIIOUeBBIM METOJOM B JIMArHOCTMKE HACJIeICTBEHHOrO
nedunuta AAT. BennunHbl Huke 35 % OT HOPMBI yKa-
3BIBAIOT HAa BEPOSATHBIN TOMO3UTOTHEIN eHoTUN PiZZ.

[Tpu uHTEpHIpETalIK PE3YIBTaTOB OTAETBLHBIX KOJIM-
YECTBEHHBIX UCCJIeJOBAaHUI BaxKHO MMOMHUTH, 4TO0 AAT
SIBJISIETCSI OCTPO(A30BbIM OEIKOM, U MHMEKLMOHHbII
WIA BOCHAJIMTEIBHBINA IIPOIIECC MOXET MCKaXaTb pe-
3yJIBTaThl M CO3[aBaTh HOPMAJIbHYIO MJIM BBICOKYIO KOH-
LIEHTPALUIO Y OOJBbHBIX C yMEpPeHHBIM aecbuuuroM AAT.
Boicokue koHueHTpaiuu AAT TakKe OTMeUYaroTCs BO
BpeMsI OEpeMEHHOCTH M IIOCe YIOTPeOJIeHUS IIepo-
paJbHBIX KOHTpalLlENTUBOB. TakuM 00pa3oMm, IMarHo3
nepuunta AAT 10KEeH OCHOBBIBAThCS KaK Ha U3Mepe-
HUU KoHIeHTpanuu AAT, Tak 1 Ha naAeHTUDUKALINHT (e-
HOTHIIA TTAIIMEHTA.

Onpepenexune ¢peHoTunos AAT

Bricokas ctenens nonuMmopdusma reHa AAT oObsICHSET
0O0JIBIIIOe KOJIMYECTBO BapUAHTOB Oejka, Winu (peHOTH-
noB, AAT. BT BapuaHTbl B OCHOBHOM OOYCJIOBJIEHBI MY-
TauusiMu onHoro ocHoBaHus B uenu JHK, kotopnie
BbIpAXAIOTCSl B 3aMEIIEHUU OJHON aMWUHOKMUCIOTHI Ha
IPYTYIO M B U3MEHEHHUH CTPYKTYPHI OeIKa.

Jng maeHTuUKaum O6eJIKOBOrO BapuaHTa Haubo-
Jiee LIUPOKO TMPUMEHSIETCSI METOMA M303JeKTPUUYECKOMN
dokycupoBku. OH UCTIONB3YET IeKTpodope3 I pa3-
IeJIeHUS OSTKOB IT0 X M303JIEKTPUIESCKIM TOYKAM B aK-
puJaMUIHOM / OucakpuiaaMuaHoM reie nipu pH ot 4,2
10 4,5. Eciii BO3MOXHO, aHaJIU3UPYIOT CBEXKUE WK 3a-
MopoxeHHbIe pu —20 °C o06pasibl CBIBOPOTKU; CAEAY-
€T m30eraTb IMOBTOPHOTO Pa3MOpPaXXWBAaHUS M 3aMOpa-
XuBaHusA. Ype3BblUaiiHO BaXKHbBI YCJIOBUSI XpaHEHMUS,
MOCKOJIbKY OHU MOTYT BJIMATH Ha Pe3yJibTaT, 0COOEHHO
npu uneHtTudukauuu PiZ dbenotumna AAT, KOTOpbIii SIB-
JIIeTCST BechbMa JIAOMJIbHBIM U JIETKO pa3pyllacMbIM aH-
TUTEHOM.

OnpeneneHue dheHOTUIIa TpeOyeTcs ISl MOATBEePXK-
neHust auarHosa aeduuura AAT 1 mokazaHoO O0JbHBIM,
Yy KOTOPBIX KOHIeHTpalnst AAT B CBIBOPOTKE HIKE HOP-
MBI WM OJIM3Ka K ee HUXKHel rpaHuile. JIuia ¢ HU3Ku-
MM, HO HOPMaJIbHBIMM KOHIeHTpaumsiMu AAT Moryt
umeTh peHotunsl MS, SS win MZ. Kak ynomuHanoch
BBIIIIE, CJICAYET YCTAHOBUTH JOJKHBIC BeIWIMHBI AAT,
COOTBETCTBYIOLIME KaxaoMy deHoturly. OueHb BaxkHO
OMpeeuThb, Kakue (DeHOTUIIBI Mpeod1agaloT B TOM reo-
rpaduueckoit 06;1acTH, rae MpoBOAUTCS TECTUPOBAHUE.
B tabi1. 1 moka3zaHa 3aBUCMMOCTb KOHLIeHTpauuu AAT u
denoruna. MakcumanbHas KoHIeHTpalmst AAT — B cbI-
BopoTke y Jull ¢ ¢peHoTunamu PiMM wnu PiMS, u ot-
CYTCTBYET TepekpecT Mexny ypoBHeM AAT npu deHo-
trnax PiMM, PiMS u PiSS (toipko cinadslii medunr)
u nipu penorumnax PiSZ u PiZZ. EnnHcTBEHHBIN TTepe-
KPECT CYILeCTBYeT MexXIy KoHLeHTpaiuei AAT npu ¢e-
Hotunax PiSZ u PiZZ, conpoBoxaaromuxcs nepuim-
ToM AAT.

Knuhuyeckune pexomMeHpaummn

Tabauua 7
Cmandapmot noay4enus oopasuoe
045 onpedeaenus cenomuna AAT

K 1 mMn kpoBU 06aBUTb STUNIEHANAMMHTETPAYKCYCHYIO KUCNOTY B KaYecTBe
AHTUKOArynsiHtra

He uextpudpyruposatb
Pa3spenutb CbIBOPOTKY Ha anukBoTbl 500 MK (NnacTukoBbie NPobMpKmM)

006pasubl MOryT XpaHUTbCS Npu Temnepartype 4-8 °C. Ecnu uccnepgosanue
npoBoAuUTCS He cpasy, 00pa3Libl LOMKHbI XPaHUTLCS Npu TemnepaTtype 4-8 °C
1AM 3amMopaxuBatbes Npu Temneparype -20 °C

00pasubl, HanpaenseMmble B LIeHTPasbHyto naGopatoputo Peructpa, A0KHbI
3aMOpaXMBaThCs B repMeTUYHbIX NNaCcTUKOBbIX NPOBMpKax

Onpepenenue reHotvna AAT

MonnekynsipHblii aHanu3 reHa AAT SBJseTCS 30J0ThIM
CTaHIAPTOM ISl UACHTU(UKALMU PEAKUX aJIJIeTbHBIX
BapHMaHTOB, CBSI3aHHBIX C HACJIEAICTBEHHBIM Ie(PUITNTOM
AAT, u nns1 onmcaHus HOBBIX BapuaHToB [51—53]. BT1o0
HauboJjiee TPEeANOUYTUTENbHBI CMOCO0 orpeneaeHus
HYJIEBbIX BApUAHTOB. [EHOTUNIMPOBAHWE TaKXe MpUMe-
HSIeTCsI IIPW HECOOTBETCTBUHU MeXIy ypoBHeM AAT y ma-
LIMEHTA U ero (PeHOTUIIOM, HAIIpUMED Yy YeJoBeKa C Jie-
¢uiutom AAT mnpu HopMmaibHOM deHotune PiMM.
DTO MOXET OBITh CBSI3aHO C MPUCYTCTBUEM BapUaHTa
oenka AAT ¢ n303J1IeKTpUYECKON TOUYKOI, aHAJTIOTUUYHOM
TaKoBOI 1151 BapuaHTa PiIMM, 4To He mo3BOJIsIET UACH-
TH(UIHPOBATH €ro MPU (PEHOTUITMPOBAHMU.
IeHoTMIUpOBaHUE BBIMOJHSAETCS B OoOpa3uax Lesb-
HOI KPOBM C HOOaBJICHNEM STIJICHINAMUHTETPAYKCYC-
HOM KHUCIOTBhI B KauecTBe aHTUKoaryiassHta. OOpasiibl
MOTYT XpaHUTbCS Npu Temnepatype 4 °C B TeueHue 48 4
rocje B3SITUS 100 3aMOPakKUBaThCs MIPU TeMITepaType
—20 °C, eclm HEBO3MOXHO IPOBECTU aHaJIU3 Cpa3y
(tabn. 7). Yaie Bcero mpuMeEHSIETCS METO/, 3aKJII04Yal0-
wuiics B ammuingukauuu JJHK, BeinesreHHON U3 MOHO-
HYKJIEApOB METOIIOM MOJMMEPA3HOUN LIEMHON peakluu
(I P), 1 B mocireaytomeM HMKJINIeCKOM CEeKBEHUPOBa-
Hum nponykroB [THP. UneHTndukaims TpedyeT NoJIHO-
ro aHanusa nociegosatenbHocty JHK B 4 sk30Hax u
COOTBETCTBYIOLIMX UHTPOHaxX reHa AAT [54].

Dpyrve uccnegoBaHus

Onpepaenenue cnocodHocTi AAT MHrMGMpoBaTh
HeMTPOUNBbHYIO 3nacTasy

MHruburopHast akTHBHOCTD B OTHOIIIEHUHM 3J1aCTa3bl KOP-
penupyet ¢ KoHueHTpauueir AAT. OGojiee BBHICOKUIA ypo-
BeHb AAT B KpOBU COOTBETCTBYET 00Jjiee BbIPAXKEHHOMY
nHTHOHUpYIoeMy 3¢ dexty. Ho anTmamacrasHast akKTUB-
HOCTb MOXKET OBITh HU3KOI Y HEKOTOPBIX OOJIBHBIX C HOP-
MaJIbHBIM WX TIOBBILIEHHBIM ypoBHeM AAT, OCKOJIBKY
He BeCbh 0€JIOK OIMHAKOBO aKTUBEH. Takue ciydyau cBsi3a-
HBI C OKHCIIeHUEM, paspymeHueM AAT unu ¢ HU3KOM
cnocobHOCThI0O AAT CBSI3BIBAaTLCS ¢ HEHTpOUIaMU.
OrnpeneneHne aHTUR/1aCTa3HON aKTUBHOCTH IMOKa3aHO
B MEPBYIO ouyepenb npu odcienoBaHuu 60abHbIX ¢ XOBJI
C SIBHO HOPMaJIbHBIM ypoBHeM AAT M momo3peHHeM
Ha gepuut AAT. B atux ciayyasix ueiab MCCIea0BaHUs,
C TOYKU 3pEHUST pa3pellieHUus] HECOOTBETCTBUSI MEXITY
MOJy4YeHHO! KoHLeHTpaieil AAT U KIMHUYECKO Kap-
TUHOM, — YCTAHOBUTb, TIPOTIOPIIMOHAIBHO JIH TTOBBIIIICHIE
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koHHeHTpauuu AAT nipu oboctpenun XOBJI antusmac-
Ta3HOU aKTUBHOCTU, U OLICHUTb B LIEJIOM BIUSIHUE Nedu-
nurta AAT Ha TSDKECTb JIETOYHOM MaTOJIOTHH.

CrocoOHOCTh MHTMOMPOBATh 3JlacTa3dy aHAIU3UPY-
€TCSI IPU UHKYOA1IMY 00pa31I0B CHIBOPOTKY C U30BITKOM
2J1acTa3bl U KOJMYECTBEHHOM M3MEPEHUN OCTATOYHOM
3J1aCTa3bl; YeM HIUKE OCTaTOYHasi KOHLIEHTpAIMsl 3J1ac-
Ta3bl, TEM BBIIIIE aHTUAJIACTa3HAsI aKTUBHOCTb.

OLieHKa NEYEHOYHOI QYHKLUMN

DyHKIMA TeYeHN OLIEHMBAETCS Yy OOJBHBIX C Jedu-
uutoM AAT 1o ypOBHIO ajaHMHaAMUHOTpaHchepasbl
(AnT), acnapraramuaoTpaHcdepassl (AcT) n anpdoymu-
Ha, a TAKXX€ B KOATryJISILIMOHHOM TECTe.

HOuarHocTtuka geduuuta AAT no CLIBOPOTOYHOM
NpoTEUHOrpamMmme

Huarnoctuka gepuunta AAT o CHUXKEHUIO UK OTCYT-
CTBMIO (-TJIOOYJIMHA B CHIBOPOTOYHOM MPOTEMHOTpaM-
Me OoJbllle HE MCIOJB3YeTCs. DTOT METOH, KOTOPBIi
OBLI HEIOCTATOIHO CITIEIIM(UIHBIM U YyBCTBUTEIBHBIM,
Bcerga TpeOGoBasl MOATBEPKIECHUSI Pe3yJbTaToOB C I10-
MOIIBIO KOJMYECTBEHHOTO M KadyeCTBEHHOro aHaju3a
KoHueHTpauuu AAT [55].

CkpuHuHr neduumta AAT ¢ MCNOb30BaHUEM BbICYLUEHHOrO
Ha Oymare o0pa3Lia KpoBm

OOpa3slibl KpOBU, BBICYILIEHHBIE Ha Oymare, 0COOEHHO
LIEHHBI TIPU OUATHOCTUKE M CKPUHUHTE TeHETHMIECKUX
3abosneBaHuii. [1poueaypa mosydyeHus: Takoro oopasia
MWHHMMAaJIbHO WHBa3WBHA, O0OpasIbl JIETKO XPAHITCS U
TPaHCHOPTUPYIOTCS.

AHaM3 MPOBOIUTCS B KANWUISIPHOM KPOBH, TIOJY-
YEeHHOW MpU TyHKUUM TOAYILIEUYKU IUCTaIbHOI a-
JaHTy Tanbla. Kamiau KpoBM IOMENIAIOT Ha JHCK
(UIBTpOBaIEHON OyMaru M OCTaBJISIIOT BHICHIXaTh IPU
KOMHATHOI TeMIIepaType, a 3aTeM MepechlIaloT B IICHT-
pajbHyIo Jaboparopuio (Tabu. 8) [56]. ITo ycTaHOBIEH-
HOMY MPOTOKOJIYy KOHLeHTpauust AAT oObIYHO U3Mepsi-
eTCsl METOAOM KHHeThuyeckoi Hedemnomerpuu [57], a
Han0oJiee JacThle Ie(PULUMTHBIC TCHOTUIIH S 1 Z. — METO-
noM ITLP B peanbHOM BpeMeHu [54]. CnenyeT TOMHUTb,
YTO aHAJIN3 BBICYIIEHHOW KPOBU SIBJISICTCSI CKPUHWHIO-
BBIM METOZOM M YTO BO BCEX CJIydasiX BEISIBIICHUS Iedu-
mTa AAT ciremyeT MOBTOPHO OLICHWUTH KOHIICHTPAIIUIO
AAT B CBIBOPOTKE U MPOBECTU (heHOTUINMpoBaHue [48].

Tabauua 8
Cmanoapmot noay4enus 00paszuoe 6bICYUIeHHOU KPosu

BbIMBbITb 1 BbICYLIMTb PYKY NaumeHTa. 06paboTaTh AnCTanbHyio hanaHry
nanblLia nayueHTa cTepuibHbLIM TAMNOHOM, NPONUTaHHLIM CIUPTOM, U AaTb
BbICOXHYTb B Te4yeHue 15 ¢, a 3aTem npon3BecTi NPOKO MArKUX TKaHe:
noAyLeYKy nanbua

Mocne nosiBneHns KPoBM AaTh Kanne CTeub Ha KaXAabli U3 3 AMCKOB, Haneya-
TaHHbIX Ha GUALTPOBaNbHOI Bymare, 4T00bl KPOBb XOPOLLO NponuTana Gyma-
ry (okpyrnoe nATHO KPOBM AOMKHO ObITb XOPOLLIO BUAHO Ha 0GPATHOI CTOPOHE).
OuyeHb BaXHO TLLATENBHO BbICYLIMTL 00pa3Libl NIPY KOMHATHOM TemMnepaType,
a 3aTeM NOMeCTUTb Gymary B HenpOMOoKaeMblii KOHBEPT M OTNPaBUTb Kak
MOXHO GbiCTPee B LiEHTpanbHylo JabopaTtopuio no noyte

BbinonHeHue 3TMX peKOMeHAaLuii NO3BOJIUT COXPaHUTb 06pa3Lbl KPOBM
B ONTUMaNbHOM COCTOSIHUM KaK NSl OnpefeneHns konmyectea AAT,
TaK W aNs reHoTUNUPOBaHUS

WUcnanckuit u MexayHapoaHblit peructpbl sedpuuura AAT

BaxHocTh peructpaluu 00JbHBIX ¢ gepuuutoM AAT
00ycCJIOB/IEHa HU3KOU pacnpoCTPaHEHHOCTHIO 3TOTO 3a-
0oJieBaHUSI U1 HEOOXOAMMOCThIO cOopa mHGpOopMaLUu O
OOJIBIIMX TPYyMIIax MalUeHTOB. JlaTCKuii perucTp, cos-
naHHbId B 1978 1, K 1994 1. HacuuTeIiBaj cBbiie 500 ye-
sosek. B IlIBenuu, ctpaHe, nmepBoil HavaBIlIe M3ydaThb
9TO0 3a00JIeBaHMe, PETUCTP ObLT co3maH B 1991 1., a K me-
Kabpio 1994 . B Hem cocrosuto 665 nauneHToB. MHTEpec
K pEerucTpaM BO3pOcC C MOSBJICHUEM 3aMeCTUTEIbHON Te-
panuu, MOCKOJIbKY BHAaYajle CYUTATIOCh, YTO HEBO3MOX-
HO TIPOBECTH KJIMHWYECKUE HMCCIACHOBAHMS IOJITOBpE-
MeHHOI 3((GEeKTUBHOCTU TaKOro JieueHus. B cBsa3u ¢
STUM PETHUCTPBI CTAJIM CO3[IaBaThCsl KaK ajbTepHaTHBa
TakKUM MWCCJIEAOBAHUSIM, UYTOOBI JaTh BO3MOXHOCTh
CpaBHUBATh OOJIBIINE KOTOPTHI OOJIPHBIX, MOJTyYaBIINX
MO0 He TOJYYaBIIMX 3aMECTUTENbHYI0 Tepanuio. Oc-
HOBHBIMU pErucTpamu, pa3paboOTaHHBIMM C 3TOM
1esablo, Obut [epMaHCKMIT HAIIMOHAJBHBIN PETUCTP
(1989 1), comepxapmmuii K 1995 . manHBIe 0 443 6OJIb-
HBIX B 23 yupexXIeHUSIX 3IpaBOOXpaHEHUS, U PETUCTDP
HMHctutyTa cepaua, serkux u kposu (NHLBI), coznaH-
HBI1 B 1988 I M HacUMTHIBaBIIMIA K OKTsIOpio 1992 T
1 129 GompHBIX U3 37 yupeXIeHUN 3apaBOOXpaHEHUS
B CIIIA u Kanane [25].

WUcnanckuit peructp ocHoBaH B 1993 . [58], u, yuu-
ThIBasi HEOOJIBIIIOE YMCIIO OOTBHBIX, €TO TIEPBOHAYATTbHBI-
MU LEISIMUA OBbLTU: a) cOOp JAaHHBIX O XapaKTepUCTUKAX
u yactote nepunura AAT B MUcrmanuu; 6) pazpaboTka u
ajanrtaums B MicrmaHuu KJIMHUYECKMX PeKOMEHAAIUIA 10
JIEYEHUIO U HaOMoAeHUI0 601bHbBIX ¢ neduiutoMm AAT,
B) MH(MOPMHUPOBAHHOCTh Bpadeil, 3aHITHIX B JICYCHUH
Takux OOJbHBIX B McmaHum; T) COBeplIeHCTBOBaHME
3HaHMII 00 PTOI1 HE OUeHb PeaKOoil 00Je3HU, CHIKEHNE
YPOBHSI TUIIOAWATHOCTMKU W TIO3MHEW IMArHOCTUKM;
II) TeXHUYeCKasl TToaaepXKa B BeIsIBIIcHUN peHoTuma Pi
U TIpY TIOKa3aHUSIX — FeHOTHUIIA JIUIL C TIOA03PEHUEM Ha
nepuuut AAT.

MexnyHaponublii peructp nepuumta AAT (the Inter-
national Registry for AAT Deficiency — AIR) cosman B
1997 r. kak eBporneiickast uHULIMAaTuBa rnoj arunoit ERS.
ITomuMo eBpormeiickux cTpaH, Takux Kak Bennkobpura-
Hug, Beuus, Janus, Hunepnanabl, Mcnanus, Mta-
g, HBeituapust n Iepmanust, oH oxBaTteiBaeT HoByio
3enanauio, Asctpanuio, KOxHyio AQpuKy, ApreHTUHY,
bpasunuio u Kanany [59]. B OyayiieM oH MOXET cTaTh
0a3otli 17151 60J1€€ MOLIHBIX TPOTPAMM C LIEIbIO YTITyOIeH-
HOTO M3y4eHus maroreHesa nepunura AAT 1, BO3MOX-
HO, IJISl KIIMHUYECKUX UCCAeN0BaHUI MO 3(PPeKTUBHOC-
TH 3aMECTUTENIbHOM Tepanmuu. OYEeBUAHO, YTO TaKHe
WHULIMATUBEI, KaK HallMOHAJIBHBIE W MEXIyHApPOIHEIC
PETHUCTPHI, TIPEACTABIISIIOT COO0I eTMHCTBEHHBIN CTIOCO0
00bEeIMHEHHUsI JOCTaTOYHOIO KOJIMYECTBA OOJBHBIX M
paciMpeHust 3HaHWI 0 JaHHO# naTojoruu [60].

Bonbhble ¢ nedunntom AAT (peHotunsl PiZZ, pen-
Kue nedunmTHele ajuteau u PiSZ) MoryT ObITh BHECEHBI
B 9TOT peructp uepe3 cailT SEPAR (www.separ.es/air).
Hcnanckuii peructp 00bHbIX ¢ AedunuroMm AAT Haxo-
IUTCS B BedeHNU AccaMOJIe T10 AbIXaTeJIbHOM HegocTa-
TOYHOCTH U HapyIICHWSIM CHA M JIOCTYIIEH Ha BeO-CTpa-

22

MynbmoHonorus 1°2008



HHlle AccaMoen (/freas de Trabajo, Suerio — ventilacion
mecdnica — CRC). 3nech conepkxurtcs obiiast nHGopma-
1Ms1 00 MicrmaHCKOM perucTpe v ero KoopamHaTopax, Jro-
IISTX, OTBETCTBEHHBIX 3a KaXIyl0 aBTOHOMHYIO 00JIacTh
Hcrmaanu, a Takke KOHTaKThI ¢ IIEHTPaJIbHOI 1aboparo-
pueii peructpa u myonukanuu. CTpaHUIA TaKKe BKITIO-
YaeT CChUIKM Ha JAPYrve MEeIULIMHCKKME BeO-CTpaHULIbl U
accoumanuio OoibHbIX. s gocTtyma B 0a3y JaHHBIX
ITOJIb30BaTEIN JOJKHEI 3apeTrUCTPUPOBAThCS, U B TeUe-
HHUE HECKOJIbKMX THEW MOCETUTEb IOJYYUT Iapoib U
KJII0Y JIJISI TIEPCOHATBHOTO JOCTYIa B perucTp (Tadi. 9).

O6cnenoBaHue OOJBbHBIX JOJKHO MPOBOAUTHCS pe-
ryaspHo (ta6u. 10). Kaxaple 6 MecsieB Bpay A0JKEH
BXOAUTh B 0a3y JaHHBIX U OOHOBJIATHL MH(MOPMALIUIO O
3aperMCTPUPOBAHHBIX OOJBHBIX, 3aIOJHSIST BJIEKTPOH-
Hyt0 (hopMy HaAOJTIOAEHUS 3a TTAIMEHTOM.

3amecTuTenbHas Tepanus

®yHaameHTanbHble acnekTbl GUOXMMUYECKOiA
3O PEKTUBHOCTH 3aMECTUTENbHON Tepanmm

JleueHue OONBHBIX ¢ dM(puU3eMoii Ha (doHe aeduunTa
AAT noyKHO BKJIIOYATh T€ Xe (hapMakoJornyeckue u
HedapMaKoJIOTHIEeCKNE CPeACTBA, YTO M IPU BeACHUU
6onbHBIX ¢ XOBJI, nonHoueHHblx o AAT [61, 62].
OuuniieHHbIN TipeniapaT AAT, momy4eHHBIN U3 ITOHOP-
CKOM ITa3Mbl, B (hopMe TSI BHYTPMBEHHOTO BBEICHUS
JOOCTYIIEH B KJIMHUYecKoi mpaktuke ¢ 1987 . beuio
[OKa3aHO, 4TO (epMEHTHass aKTUBHOCTb IIperapara
COXpaHSIETCsI KaK B IJIa3Me, TaK U B XXKUAKOCTU OPOHXO-
anbBeossipHoro gaBaxa (BAJI). bonee Toro, mockojbKy
CYIIIECTBYET IpsiMast KOPPEJISLINS MeXAYy KOHIIEHTpAI-
eit AAT B 11a3me U ero akTUBHOCTbIO B JIETKUX, JI€UEHME
MOXHO MOHUTOPHMPOBATH IT0 U3MEPEHUI0 MUHUMAJIbHOM
KOHIICHTpAIlMM B IJIa3M€ B CTaOMJIIbHOM COCTOSTHUM
(Chin), TaKk Ha3biBaeMoii 0a30Boi KOHUEHTpauuu. Cpin
MOJIy4YaloT MOC/e JOCTHKEHUS CTAOWIBHOTO COCTOSIHUS
U IIepel ouepeaHbIM BBeIeHeM npemnapata [63]. Ha oc-
HOBaHUMW PE3YJIBTATOB 3MUAEMUOJOTMYECKUX MCCIIENO0-
BaHWI1 cAemaHo 3aKmodeHue, 9to Cyi, 0,8 r/71, onpene-

Tabauua 9
Ilayuenmot, Komopoie 0015%cHbL OblMb BHECEHDL 6 pecucmp
74
SZ

Penkve pepuumtHble annenu

Knuhuyeckune pexomMeHpaummn

JsieMasi TIpA JiydeBoii mMMmyHonuddysuu, wim 0,5 r/m,
orpexaesisieMasi Ipu HeeTOMETPUU, SIBJISIETCS YPOBHEM,
00ecreyrBaoIIMM aIeKBaTHYIO 3alllUTy JIETKHUX, CpaB-
HUMYIO C TAKOBOI y 310pOBbIX HeKYpsiiux jull [1]. TTo-
CKOJIbKY TIepHO TOXYXXU3HU BHYTpUBeHHOTO AAT co-
CTaBJIsIeT 4-5 MHE, MepBOHAYAIBHO IIperapaT BBOIWIN
exeHeneabHO [63]. Pexxum no3upoBaHUs, pEKOMEH/IO-
BaHHBIN ITPOM3BOANTENIEM M YKa3aHHBI B aHHOTAIIWH,
ro-mnpexxHeMy coctapisieT 60 Mr/Kr B Hepemo. OnHako,
YUUTBIBAS SIBHOE HEYIOOCTBO €XXEeHEICIbHbBIX BIMBAHUI
B TeUEHME BCe XXKM3HHU TallMeHTa, IpernapaT MBITaloTCS
Ha3Hauathb yepes 14, 21 nubdo 28 nHeii. B Taba. 11 noka-
3aHBl OMOXWMUYECKUE pe3YNbTaThl, IMOJIYyIeHHBIC MPHU
pa3HBIX peXXUMax BBEACHUS.

KnuHuyeckas 3¢ deKTMBHOCTb

Tompko B 1 paHAZOMU3MPOBAHHOM, IBOMHOM CIIETIOM
KJIMHUYECKOM MCCIICAOBAaHUM CPaBHMBAIM JICUCHUE Ye-
soBeueckuM AAT u miare6o. PexxuM 1o3upoBaHUs coc-
tapisr 250 mr/kr / 28 mHeil. B 3ToM mccnemoBaHWU
¢ ygyactueM 58 OOJBHBIX, KOTOpPBIE MOJyJaIM JICUCHHUE
B TeUeHUeE 3 JIeT, He BBISIBICHO 3HAYNTEIbHON TMHAMUKI
JIErOYHOM (PYHKIMM, HO Y MALIMEHTOB, noaydaBiiux AAT,
€XETOMHBIEC TTOTEPU IUIOTHOCTH JIESTOYHOUM TKaHU, U3Me-
pennasie ipu KT, coctaBumu 1,50 T/1 110 cpaBHEHUIO C
2,57 r/n y mauueHTOB B rpyire 1iane6o (p = 0,07) [64].
Bce ocranbHbie cBeneHUs1 00 3¢ (GHEeKTUBHOCTHU 3aMeC-
TUTEJILHOU TePaTi OTHOCSTCS K CPaBHUTEILHBIM KOTO-
PTHBIM UCCICIOBAHUSIM. B HUX JOCSITUTHYTO 3HAYNTEIIb-
Hoe 3amemieHune mnageHus OPB; y 6onbHbIXx ¢ ODB,
30—60 %0nx. [65, 66]. Bonee Toro, nanusie NHLBI mo
1 048 GonbHBIM, HAOMOHAEMBIM OT 3,5 10 7 JIeT, CBUAC-
TEJIbCTBYIOT O CHIDKEHMM CMEPTHOCTH Ha 36 % cpemu
TeX, KTO MOJyJa 3aMECTUTENIbHYIO TEPAIUIO ITOCTOSTHHO
WIA TIEPUOTUIECKHU, TT0 CPAaBHEHUIO C MAallMEHTaMU, He
noJiydyaBlIMMu Takoro jedyeHus (p = 0,02) [25].
HurepecHbIM 3 GheKTOM 3aMECTUTEIBHOM Teparmn
SIBJISIETCSI €€ BepOsITHOE MPOTEKTUBHOE AEHCTBHE MPOTUB
OPOHXMATBHOM MH(MEKIINH, YTO BeCbMa BaXKHO, YIYUTHIBast
BBICOKYIO PacCIpOCTPAaHEHHOCTh OPOHXOB3KTa30B Cpeau
51X 60sbHBIX [67]. Ilo pesyiasraram ogHOro obcepsa-
LIMOHHOTO HCCJEAOBaHUS, Y MAlMEHTOB, ITOJIyYaBIIMX
3aMECTUTENIbHYIO TePAIUIO, PeXXe pa3BUBAIOTCSI 000CTpe-
Hus [68]. Takoit 3 deKT MOKHO 0OBSICHUTh BOCCTAHOB-
JICHHMEeM OajlaHca MeXXIy MpoTea3aMy U aHTUIIPOTea3aMu
Y CHIDKEHMEM BOCIIAJICHUSI B IbIXaTeIbHBIX ITyTAX [69)].

Tabauya 10
Beodenue 6oavhbix, noayuarouux 3amecmumensyo mepanuro 3 ;-QHMUMpUnCUHOM
WUccnepoBanne Bpems npoeepenus
CnupomeTpus + GpOHXOAMNATALMOHHBIA TECT Kaxabie 3 mecsiua
N3mepeHue cTaTMHecKMX Iero4HbIX 00beMoB ExeroaHo
JleroyHas audpyams no CO ExerogHo

AHanu3 razos apTepuanbHoii KDOBU U Harpy304HOE TECTUPOBaHUE
MeyeHouHas pyHKUMS

PeHTreHorpamma nerkux

KomnbloTepHas ToMorpacdus rpyaHoii KNeTku1 BbICOKOro pa3peLleHus

Ceponoruyeckoe onpeaeneHue Bupycos renatuta B u C n BUY

B 3aBUCUMOCTH OT K/IMHNYECKOIA KapTMHBI U Pe3YNbTaToB APYIUX UCCNEA0BaHUIA
ExeroaHo

Kaxxabie 6 mecsiLieB nnm npu NosiBNEHUM HOBbIX CUMNTOMOB

Kak YacTb nepBUYHOI4 AUArHOCTUKM, @ 3aTeM TOJLKO N0 KIMHUYECKMM NOKa3aHNsM

Ecnu OTCYTCTBYIOT AaHHbIE 0 3apaX€eHnn BUPYCOM, PYTUHHOE MCNOJIb30BaHUE ITUX

TeCTOB He peKkomeHAayeTcs

http://www.pulmonology.ru
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PexomeHaaluu rno 1uarHoCTUKe 1 BEAEHUIO OOJIbHBIX ¢ AeduuToM o -anTutpurncuHa (SEPAR)

Tabauuya 11
Bbuoxumuuecrasn sgppexmuenocmv AAT npu pazauunvix pexcumax 6HympueeHH020 66e0eHuUs
Astop Yucno CbiBOpoTOYHbIA AAT, | MeTopabl [o3uposanue Pesynbrarbl
00NbHbIX M (SD), mr/an*

M.D.Wewers et al. [63] 21 30(1) g 60 mr/kr / 7 pHent Crin = 126 Mr/pn (SD = 1) npy noBbiLIeHNN

aHTUINACTa3HOI aKTUBHOCTM B CbiBOpOTKe U BAJI
M.Schwaiblmair et al. [77] 20 43 (4) g 60 mr/kr / 7 pHent Cwin > 100 mr/nn B Teyenue 36 mecsiues > 3 000 no3
E.W.Schmidt et al. [78] 20 18 (3,2) g 60 mr/kr / 7 pHeit Yepes 6 MecsiLer Ans Bcex 6onbHbIX Cmin > 80 Mr/an
M.Wencker et al. [66] 443 33(22) HO® 60 mr/kr / 7 pHei, Cwin Bceraa > 80 mr/an, cpeaHss — 95 mr/an

>58 000 BnuBaHuin

A.F.Barker et al. [79] 21 67 (15) HO 120 mr/kr/14 pHeit Mocne 9 fo3 Cyin > 80 Mr/an po 8-ro axs u > 70 mr/an

1o 10-ro gHs y BCex 601bHbIX. Crin > 70 Mr/an

Ha 14-i1 geHb TonbKo B 1 cnyyae
M.Miravitlles et al. [41] 6 25 (4) HO 240 mr/kr / 28 pHeit, B 3 cnyyasix Crin — 45-46 mr/an. Y 3 apyrux 60nbHbix

> 250 BnmBaHwmii Crin — 35-36 Mr/an

R.C.Hubbard et al. [70] 9 35(10) nnp 250 mr/kr / 28 pHen Mocne 1 BBeaeHus Ci, > 80 Mr/an B Teyenune 21 gHs.

Yepes 12 mec Cyin > 80 Mr/an B TeueHue 25 aHeid.

CpepnHsas (SD) C,in 4epe3 28 gHeit — 67 (10) mr/an
A.Dirksen et al. [64] 26 32(8) HO® 250 mr/kr /28 pHent  Cyyin > 80 Mr/an 23-24 s
C.de la Roza et al. [74] 7 (PK) 24(1) Ho
R.Vidal et al. [75] 7 (PK) 36 (3) HO

Pa3nunyHble pexumbl

Pa3nuyHble pexumbl

Cwin > 50 Mr/an npu po3ax 50 v 60 mr/kr / 7 pHen

1 120 mr/kr / 14 pHeit. lo3a 250 mr/kr / 28 pHeit
co3paeana Cpi, > 50 Mr/an Tonbko B Te4eHne 22 fHe.
[o3a 180 mr/kr / 21 aeHb MOXET NoAAEPXUBaTH

Crin > 50 Mr/an B Te4eHue 85 % Bpemeru

Pexum 60 mr/kr / Hegens u 120 mr/kr / 14 gHeii
co3paaet Cpin> 50 mr/any 100 % 60NbHbIX.

Ho3a 180 mr/kr / 21 peHb co3paeT Crin > 50 Mr/gn
Y 76 % GonbHbIX

Mpumeyarme: M - cpearee; SD - cTaHaapTHOE OTKNOHeHNe; BAJT - 6pOHX0anbBeONSPHbIN NaBax; Crin — MUHAMANbHas KOHUEHTPALMS B CHIBOPOTKE KDOBY B COCTOSHUM MoKos; JINJ, - nyyeBas
nMmyHoanddysns; HO - Hedbenomerpusi; OK - hbapmakokmHeTyeckast Moaenb BHYTPUBEHHOMO AAT. * - BCe NpeacTaBneHHbIE KOHLLEHTPALWMN ABNSOTCS 6a30BbIMY, U3MEPEHHbIMY Nepes,
BBEfIEHIEM 04EPEaHON [03bl. [POTEKTUBHON MOPOrOBOIA KOHLIEHTPaLWeit sensetcs 80 r/n npu ny4eBoi nMmyHoanddy3un 1 50 r/n npu HedenomeTpum [1].

Y OOJbHBIX C TSKEJIBIM TEUeHHEM 3a00seBaHUS
(O®B; < 30 %) a3cbbeKTUBHOCTb 3aMeCTUTEIBHOM Tepa-
MU TIPOCIIEAUTh TPYAHO, TTOCKOJIBKY IJIUTEILHOCTD 3a-
MECTUTEJIPHOIM Tepalny y HUX HeBeJIMKa M3-3a YaCThIX
JIETATbHBIX MCXOHOB JIMOO IPOBEACHUS TpaHCILJIaHTa-
uuu jgerkux. Takxke Hesab3sl OUEeHUTh 3((HEKTUBHOCTh
JICYCHUST y TALMEHTOB C JIETKUM TeUYeHHEM OO0JIe3HU
(O®B, > 60 %) n3-3a CJI0KHOCTU B OIPeaEIeHUU ITOKA-
3aHUM.

Heckoabko OGONBHBIX, MOJYYaBIIUX 3aMECTUTEIb-
HYIO TepaIiio Ha paHHUX CTagusIX 3a00J1eBaHUSI, UMEIIN
cepbe3Hble KITMHNIECKIE IIPOSIBJICHUST JINOO IIPOTpecCu-
pymoIliee CHUKEHUE JISTOYHOM (DYHKIIMU, B TO BpeMsI KaK
MaleHThl KOHTPOJBHOM TPYMITBI, HE IOJydaBIlIve 3a-
MECTHUTEJIBHYIO Teparuio, Kak MpaBujIo, XapaKTepru30Ba-
JICh OECCUMIITOMHBIM TeUCHUEM OOJIe3HM U CTaOWMIIb-
HOI JIerouHoi (PyHKIUEH 1, TaKMM 00pa3oM, He UMeJIN
MOKa3aHuii K HazHaueHWo AAT [25, 66].

Pe3ynbraThl OCHOBHBIX HCCIIEHOBAaHWIA, OIlCHWBaB-
X 3G GEKTUBHOCTD 3aMECTUTEIIFHOM Teparu, Ipe-
CTaBJIeHBI B Ta0J. 12.

Be3onacHocTb

Jloka3zaHo, YTO BHYTPUBCHHOE BBEICHIE Y€JIOBEUECKOTO
AAT B KauecTBe ITOCTOSIHHOI Tepanuu 3M(PU3eMbl, BbI3-
BaHHOI Aedunntom AAT, oueHb Ge3omacHo. Takoe Je-
YeHUe BIEepBble ObUIO Ha3HauYeHo B 1987 1, mpu 3TOM He
HaOJII0NAIOCh OCTPBIX HEXeJIaTeNbHBIX peakiuuii [63].
CrenyeT 3aMeTUTb, YTO MPU PETYISIPHOM €KEeMECSIHOM
BBeICHMU BBICOKMX 103 AAT B TeueHUE IIUTEIHLHOTO
BpeMEHU MOoO0OUYHbIe 3(PGDEKTHI, CBSI3aHHbBIE C OEITKOBOM
Meperpy3Koi, Takke orcyrctBoBanu [41, 64, 70]. B camoii

KpyIHoii 6a3e naHHbIX (peructp NHLBI) yactora mo6ou-
HbIX 3¢ dekToB cocTtanisier 0,02 Ha ogHOrO MaluveHTa B
MecsI1l, HO TOJBKO 9 % 13 HUX paclieHeHbI KaK Cepbe3HbIe
1 TOJ1bKO 1,7 % moTpeboBad HEOTIOXKHBIX MEP MJIU FOC-
nutanu3anuu. J1o 85 % 60bHBIX He UCTIBITHIBAIM IT000Y -
HbIX 2¢dekToB JeuyeHusi. Hanbosee yacto HabMOIATUCh
rojioBHast 6016 (47 %), ronoBokpyxenue (17 %), TolHO-
Ta (9 %) v onpiika (9 %). He BbIsIBIIEHBI ClTyyau repeaa-
Yy BUpyca UMMYyHoAebUILINTA YeJOoBeKa, MPUOHHBIX 3a-
boneBaHuii, BUpycoB renatutoB A, B, C u nmenvra. [1pu
eXeHeIeTbHBIX BBEICHUIX YaCcTOTa TOOOUHBIX 3(h(HEeKTOB
U Cepbe3HBIX MOOOYHBIX 3 ¢eKTOB BhILIE [71].

I'IpenapaTbl AN BHYyTPUBEHHOro BBEAEeHUSA

B McnaHuu B HacTos1ee BpeMsl UMEIOTCS IBa Mpernapa-
Ta AAT 111 BHYTpUBEHHOTO BBEACHMS, TTOIyICHHBIC U3
YeJIOBEYECKOM IJIa3MBbl:

» nponactuH (QF Bayer, S.A.), KOTOPbIil MOCTaBISIETCS
Bo ¢iakoHax 50 mia B (popMe mopolika ajisi Mpuro-
TOBIIEHUST pacTBopa. [locie pa3BemeHMS KaKIbIit
¢akoH conepKuT He MeHee 20 MTr/MJI, WK CyMMap-
Ho 1 000 mr AAT;

* TpuricoH (Instituto Grifols, S.A.), KOTOPBIA TOCTABIISI-
ercd Bo (pmakoHax 25 u 50 mu1 B popMe mopoIka st
MPUTOTOBJIEHUS pacTBopa. Ilociae pa3BeneHUsT Kax-
bl yakoH comepxXuT He MeHee 20 MI/Mi, Win
cymmapHo 500 1160 1 000 Mr AAT cOOTBETCTBEHHO.
B enmHCTBEeHHOM TIPOBEICHHOM HMCCICIOBAHNU CHI-

BopotouyHast C, TPUIICOHA ObLIa SKBUBAJCHTHA YPOB-

HSIM, TIOJYYEHHBIM IJISI TIPOJIACTUHA. AHTHAJIacTa3Hast

aktuBHOCTb ATT B BAJI Takke Obuia onvMHaAKOBa s

oboux mpemnapaToB [72].
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AsTtop Lo3a
M.Wencker et al. [66] 60 mr/kr / 7 pHeit
N.Seersholm et al. [65] 60 mr/kr / 7 pHei
M.Schwaiblmair 60 mr/kr / 7 pHeit
etal. [77]

Peructp NHLBI [25] 33 % - exeHeaenbHo,
43 % - kaxable 14 pHeil,

24 % - eXXeMecsYHO

[n3aitH uccneposanus

006cepBaLMOHHOE KOropTHOE
6e3 KOHTPOIbHOIA rPyNMbl
006cepBaLMOHHOE KOropTHOE
C KOHTPOJLHOW rpynnov
06cepBaLMOHHOE KOrOpPTHOE
6e3 KOHTPONIbHOIA rpyNMbl
006cepBaLMOHHOE KOropTHOE

C rpynnoit, nonyyasiuen
JleYeHue, N HeneyeHHoN

Knunnyeckue pekomeHpaumm

KOHTPONbHOA rpynnoii

A.Dirksen et al. [64] 250 mr/kr / 28 pHent [BoiiHoe cnenoe paHaoMuU-
3UPOBAHHOE KOHTPONMpY-
emoe

D.J.Gottlieb et al. [80] 60 mr/kr / 7 pHei OnucarenbHoe

J.Lieberman [68] 55 % exeHepenbHo, 0GcepeaunoHHoe

37 % kaxpple 2 Heaenu,  (4epes MHTEpHeT)
8 % exemecsyHo

M.Wencker et al. [66] 60 mr/kr / 7 pHeit 006cepBauyuoHHoe
(mo v nocne neyeus)

R.A.Stockley et al. [69] 60 mr/kr / 7 pHeit OnucarenbHoe

Mpumeyanme: LT B4 - nelikotpuen B4; IL-8 - nHtepneikut-8.

JleyeHne MpoBOAST B AHEBHBIX cTalmoHapax. [Ipe-
mapaT ISl BBEOSHUsI TOTOBUTCS (hapMalleBTUUECKOMN
CJIlyXk00i cTallMOoHapa IIOCje€ IPUOBITUSI TalMeHTa U
JOJKEH BBOJUTBCS KaK MOXHO ObICTpee, TIOCKOJIbKY Ie-
PUOJ aKTUBHOCTH TTOCJIE€ PA3BEACHUS COCTABIISIET OT 3 10
4 v, CKOpOCTh HEIPEePHIBHOTO BBEACHUS IpemapaTa —
He 6ostee 0,08 Mi1/Kr/MUH.

Kputepuu nevenms

3aMecTUTeNIbHAS TepaItis IToKa3aHa TOJIBKO OOJBHEBIM C
sMmpu3semoii, BeizBaHHOM ngeduuntoM AAT. OHa He BiIu-
SIET Ha TMaTOJIOTHIO TEYeHU TOM Xe 3TUOJOruu. DPdek-
THUBHOCTH TaKOM TepaItuy IIpU BeIeHUU OOJIbHEIX C APY-
TUMH, MEHEEe PacIpOCTPaAaHCHHBIMU IIPOSIBICHUSIMU
nepuunTa AAT, TaKMMU KaK TaHHUKYJIUT, He JOKa3aHa.

3aMecTuTeNbHAsl Tepamnus [OOJXKHA Ha3zHadyaTbCs
TOJIBKO MallMeHTaM C TsKeabiM aeduuutom AAT — de-
HoTtunoMm PiZZ nu6o ¢ peakumu AePULIUTHBIMU Bapu-

Tabauua 13
Kpumepuu navaaa samecmumeavroti mepanuu

1. Bo3pacr crapwe 18 ner

2. leduuut AAT noaTBEPXAEH CbIBOPOTOYHOM KOHLEHTpaumeit AAT
<35 % OT HOpMBbI

3. OedekTHbiit peHoTun PiZZ unm pepkue aedeKTHbIE BapuaHTbl
4. OTKa3 OT KypeHusi Kak MUHUMYM B nocnepHue 6 mecsues

5. JleroyHas ampu3sema ¢ KNMHUYECKUMU NPOSBNEHUAMM,
0®B; / ®XEN1-<70 % un 0OPB; - <80 %

6. B 6GecCHMNTOMHbIX CIY4asX — IPOrPecCHpPYIoLLEe CHKEHUE NEro4HOI
byHKLMM B Te4eHue kak Muhumym 1 ropa y 6onbHoro ¢ OPB; 70-80 %

7. Ucknioyenue peduumta IgA

8. NaumeHTbl JONXHbI ObITb COTNACHbI MPOXOAUTb PErYNSIPHOE JIeYEHUe
B AHEBHOM CTaLOHape

Tabauuya 12
Dppexmusnocmo 3amecmumenvroi mepanuu AAT
(no J.K.Stoller [81])
Mokasartenn Pe3synbtarbl
pesynbrara
CHuxeHne OOB; Y GonbHbix ¢ ODB; < 30 % — cHuxeHue Ha 35,6 Mn B roa,
npu OPB; = 30-65 % cHuxeHune Ha 64 mn B rop,
CHuxeHne ODB; Y GonbHbix ¢ ODB; = 31-65% - neyenne 3ameansano
nagetve OPB; Ha 21 mn B rop,
Chuxenne O00B;  CHuxenne OB, Ha 35,6 mn B rog B TeueHne
36 mecsiLeB HuXe, YeM B UCTOPUYECKOM KOHTpONIe
CHuxenne OOB; Y GonbHbix ¢ O0DB; = 35-49 % neyenue samepnsno
nagetve OPB; Ha 27 Mn B rofl, OTHOCUTENbHbI
puck cMepTy Ha poHe neyenus — 0,64
CHuxenne OPB; MMoteps nerouHoi Tkauu Ha 2,6 r/n/rop B rpynne

1 BbbkUBaemMocTb  nnaue6o u 1,5 r/n/rog B rpynne nevexus (p = 0,07)

[lecMo3uH Mo4un  JleyeHne He CHU3NNO AKCKPELMIo eCMO3UHA C MOYOiA

Yacrora Yucno GpoHxManbHbIX MHEeKLMiA CHU3UNOCH ¢ 3-5
OpoHxmanbHbIX B rop Ao neyenus no 0-1 B rog nocne neyexus
MHOeKunin
Chuxexne OPB;  CHuxenne OPB; ymeHblumnoch ¢ 49,2 Mn B rog
110 neyeHms Ao 34,2 mn B rog, nocne nevyeHus
Bocnanutenshble MMocne neyenus LT B4 poctoBepHO CHU3UNCS,
Mapkepbl IL-8 TaKoKke CHU3MNCS, HO HEAOCTOBEPHO
B MOKpoOTe

aHTaMU — U C (PYHKIIMOHAJIBHO MOATBEPXKAECHHON M-
¢uzemoii terkux [32]. B 6beccuMNTOMHBIX ciydasx (KO-
TOpPBIC BBISIBJICHBI TP CEMEMTHOM CKPMHUHTE, a He B pe-
3yJbTaTe TMOSIBJIEHUSI PECNUPATOPHBIX CHUMITOMOB
3a00J1eBaHNS) TOKa3aHUEM K JICYEHUIO SIBJISIETCS MPOT-
peccupymollee CHIDKEHHE JISTOUHOM (PYyHKIMHU (KaK MU-
HUMYM B TeyeHue 1 roma).

3aMecTUTeNIbHas Tepamnus He MokKa3aHa MpU reTepo-
3UroTHBIX (peHoTUNax PiMZ wnu PiSZ. YuuteiBas, uto
Impenaparsl KPOBU MOTYT COAepXKath cienbl IgA m dro
OoJIbHBIE C NeUIIUTOM IgA MOTYT UMETh LIMPKYJIUPYIO-
mue aHturena K IgA, cienyer uckiouuThb aebunur IgA
y 60JIbHOTO 10 Hayajla 3aMeCTUTeIbHOI Tepanuu. Kpu-
TepUM TepaIny MPUBEACHBI B Ta0I. 13.

B Hactos1ee BpeMsi B TOBCEAHEBHOW MPAKTUKE HE
PEKOMEHIyeTCsl BaKIIMHAIMSI TIPOTUB renatutoB A u B
nepen HayajaoM JeueHus (taou. 14) [1].

PekoMeHayeMble peXxnMbl 03UPOBaHMS

He cymectByeT enuHoro pexuma go3upoBaHuss AAT
IIpY 3aMECTUTEJIEHOM Tepanuy. B aHHOTAIIMSX K TIpeTia-
paTaM — TIpA OTCYTCTBUM APYTUX MEIUIIMHCKUX CUTya-
LMl — peKoMeHayeMas 103a cocTaBisieT 60 Mr/Kr B He-
JleJIlo, TaK KaK 3TO Haubojee XOpOoLIO W3YyYEeHHBIM

Tabauua 14
Hccaedosanus, neobxooumote do navaaa
3amecmumenvHol mepanuu

NMMyHOrN06YnMHbI
JleroyHas dyHKumus
KomnbloTepHasi Tomorpadus nerkux BoiCOKOro paspeLueHus

MonHbii aHanu3 GyHKLUM NeYeHn

http://www.pulmonology.ru
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PexomeHaaluu rno 1uarHoCTUKe 1 BEAEHUIO OOJIbHBIX ¢ AeduuToM o -anTutpurncuHa (SEPAR)

pexuM mo3upoBaHusi. OMHAKO B HECKOJIBKHMX MCCIIEIO-
BaHUSX MPOJEMOHCTPUPOBaHA 0e30MacHOCTh U 3(PpPek-
TUBHOCTb APYTMX pexkuMoB. B 1ieom 67 % GONBHBIX B
CIIA, 3aHeceHHbIX B peructp NHLBI, nonyyanu neue-
HHe He eXXeHEeAeIbHO, a C IPYTUMHU HHTEPBaJaMU BpeMe-
Hu. B cBere sToii MHpOpMaLMU, ¢ YYETOM IIpOOIIEM,
CBSI3aHHBIX C €XEHeAEIbHBIM PEXHMOM JI03MPOBAHUS
B TEYEHUE BCEW XU3HU OOJILHOTO, JOKA3aTEIbCTB TOTO,
YTO eXEMECSIUIHOE TO3MPOBAHME CO3MAeT O9eHb HU3KYIO
Cuin [41, 64, 70], 06bIuHOI pekoMeHaalueit B Mcnanuu
siBasieTcs no3upoBka 180 mr/kr 1 pa3 B 21 neHs [32, 41].
OTOT PEXUM UCIOIb3YeTCS B OOJBIIMHCTBE UCHAHCKUX
cranoHapoB 0osee 10 mocnemHux et [73].

CoBpeMeHHbIe (PapMaKOKMHETUUECKME HCCleI0Ba-
HUS TIPEICTaBUJIM JaHHbIe O mpeBpanieHusx AAT, BBe-
JNEHHOTO Yepe3 pa3Hble UHTEPBAJIBI BPEMEHU, UTO TMO3-
BOJIJIO PACIIMPUTH CIIEKTP PEKMMOB TO3MPOBaHMS [ 74,
75]. HoBble pexXuMbl IpUBeAEeHBI B Ta0J. 15.

Hasznauenue 50 mr/kr 1 pa3 B 7 gHeid u 120 mMr/kr
1 pa3 B 14 nHeit co3aatoT Cpin BbILIE TPOTEKTUBHOTO TMO-
poroBoro ypoBHsi 6ojiee yeM y 90 % GonbHbix. HazHaue-
Hue 180 mr/kr 1 pa3 B 21 AeHb cO30aeT MPOTEKTUBHYIO
Cnin IPUMEPHO B TeueHUe 85 % BpeMeHU MeXIy BBele-
HUsIMU. [Ipy OTCYTCTBUM OKOHYATEJbHBIX MCCIIEeI0Ba-
HUI IO B3aMMOCBSI3M MEXIY KIMHUYeCKOH 3(pdheKTrB-
HOCThI0O U (hapMaKOKMHETUYECKMMHU TapaMeTpaMu
pPEXUM MO3UPOBAHUS IMOAOUPAETCS WHAVUBUAYAIBHO Y
KaXJ10ro O0JBbHOr0 KaK KOMIIPOMUCC MEXIYy OMOXUMU-
4ecKoi 3(pHeKTMBHOCTRIO, TPUEMIIEMOCTBIO TSI TTAll-
€HTa ¥ BOBMOXHOCTSIMM CTallOHapa.

He pexomennyercss usmepstb Cpin B MOBCEIHEBHOMN
MpaKTUKe, T. K. UHTEPIpeTallds PE3yJbTaTOB CJIOXHA, a
MOCIeAyIomasi KOPPEeKTUPOBKA pexXrUMa JTO3MPOBaHUS
MOTPeOyeT MHANBUAYAIbHbBIX (hapMaKOKMHETUIECKUX HC-
ciaenoBaHuiil. [Tpy HEOOXOAUMOCTH KOPPEKTUPOBKHU J10-
3Bl CJIEAYeT MPOBOAUTH TpeOyeMble aHAIU3bI B yUpeXIe-
HHUU C OITBITOM (papMaKOKMHETUIECKUX MCCIICIOBAHMIA.

Opyrue Bugpl nevermns

PexoMeHaaluu 1o BeAeHUIO OOJBHBIX ¢ 3MQPU3EMOIA,
BbI3BaHHOI neduuutomM AAT, aHaJIOrMYHBI TaKOBBIM
st 6onbHbIX ¢ XOBJI 1 HopManbHBIM ypoBHeM AAT.
OTU 00JIbHBIE NOJKHBI MOAYYUTh MOBCEIHEBHYIO Tepa-
MU0 UHTAISILIMOHHBIMU OpOHXOAUIATaTOpaMyu U TIpU
MOKa3aHUSIX — MHTAIIIIMOHHBIMU KOPTUKOCTEPOUIAMHU.
PexoMenayeTcs exxeromHasi BaKILIMHALIMS TIPOTUB TPUII-
a ¥ MHEBMOKOKKOBAs1 BaKLIMHALIMS, T. K. ObLJIO MoKa3a-
HO, YTO Yy 3TUX O0JIbHBIX (DOPMUPYETCS XOPOIIMMA CHELM -
(ryecKnii UIMMYHHBII OTBET [67].

O6ocTpeHus y aiueHToB, AepUnTHBIX o AAT, xa-
PaKTEepU3YIOTCS U30BITOYHOM 371aCTa3HOM aKTUBHOCTHIO,

Tabauua 15
Perxomendyemoie pexcumol 003uposanus npu
3aMecmumeabroll mepanuu

1. 120 mr/kr / 14 pHeii
2. 180 mr/kr / 21 peHb
3. 60 mr/kr / 7 pHeit*
4. 50 mr/kr / 7 pHeit

Mp1MeyaHme: * - pexM, PeKOMEeHZ0BaHHbII NPOU3BOAUTENEM NPenapata B aHHOTaLMK.

ropaszmo Ooiiee BBIpaxkeHHOI, yeM y O0ompHBIX XOBJI,
noyiHoueHHbIX 1Mo AAT [45]. T1o 3Toit mpuunHe odbocTpe-
HUS JOJDKHBI JICUUTHCS aKTMBHO M KaK MOXHO paHbIIIe
MyTeM YBEJWYEHUs 103 OpOHXOMMUJIATaTOPOB, Ha3Haye-
HHUSI KOPOTKUX KypCOB IIEPOPAIBHBIX CTEPOUIOB, a TIPHU
M3MEHEHUM CBOMCTB MOKPOTHI — aHTUOMOTHUKOB.

Kucnoponorepanusi IpuMeHsIeTCSl TIpU TTOSIBIICHU N
TPAaAWLIMOHHBIX IIJIT 3TOTO BHWAA JICUCHUs ITOKA3aHMIA.
IMpu yxynmenun GyHKIIMOHAIBHOTO CTaTyca PeKOMEH-
JIyeTCs JIETOYHAs peadInTalims.

B oTnenabHBIX cydasix MpU TSKEJIOM TeYeHUU 3a00-
JIEBaHUSI CJIeJyeT pacCMOTPETh BOTIPOC O TPaHCIUIaHTa-
LINY JIETKUX. Pe3yIbraThl XUpypruaecKoro yMeHbIICHUS
ob0beMa JIerkux y 6oabHbIX ¢ aedunurom AAT moka He
SIBJISTIOTCSI OKOHYATEJIbHBIMUA, W TaKWe MallMeHTHl He
CUMTAIOTCS MIEATbHBIMU KaHAUIATAMU ISl TTIOMOOHOTO
JICYCHUSI, YIUTHIBasS MOP(DOJIOTHIECKIE XapaKTepUCTH -
K1 UX JIETOYHOM naToyioruu [76].

OO0IIMM TIPaBUJIOM SIBJISTIOTCS €KEKBapTaJIbHbIE T10-
CellleHrs Jieyallero Bpaya C TPOBEIEHUEM OOBIYHOM
cmmpomeTpun. McciemoBaHne CTaTUYECKMX JIETOIHBIX
00BbeMOB 1 JUPPY3MOHHOM CITOCOOHOCTH JIETKUX PEKO-
MeHIyeTcsl mpoBoaMTh 1 pa3 B ron. MccienoBanue razo-
BOTo cocrtaBa apTepuajbHOi KpoBu U KT jerkux Bbl-
ITOJTHSIIOTCS 10 KIIMHMYECKUM TToKa3aHusIM (Tab:a. 10).
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