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KIMHUKO-®YHKIIMOHAJIBHBIE OCOBEHHOCTH PECIIMPATOPHOI'O
31I0POBbs Y JIMI MOJIOAOI'O BO3PACTA C JAE®@UIIUTOM o-1-AHTUTPUIICUHA

Hruarosa I'.JI., 3axaposa U.A., Hukymkuna K.B., Me3ennena E.A.

ITBOY BIIO «IOxcho-Ypanvckuii 2ocydapemeennviti Meduyunckuti yrueepcumem» Munsopasa Poccuu, Yensbunck,
Poccus, (454092 Hensbunck, yn. Boposcrkoeo, 64), zaharowa.inna2012@yandex.ru

O6caenoBan 51 pecnonment mojogoro Bo3pacra (18-44 roma) Ge3 paHee HM3BECTHBIX OpPOHXO0JIErOYHBIX
3a0osieBanmii, cpexnuii Bo3pact — 29,35+2 1roma. Cpennmii ypoBeHb anb(a-l-aHTHTPHIICHHA COCTaBUJI
415,78+235,4mr/n1, y 5,8% BoisBaen gepunur AAT. Cpeau jun, JeUUUTHBIX MO O-l-aHTUTPUNCHHY,
3aperucTpUpoBaHa GoJIbIIAS YACTOTA BCTPEYAEMOCTH NPU3HAKOB XpOHHYecKoro oponxura (33,3% mporus
1,9%) u 3aTszkHOTO TedeHHsi pecriupaTopHbIX MHbpexumii (100% nporus 39,2%). Takke B 3TOl moArpymnme
3a)MKCHPOBAHBI CTATHCTHYECKH 3HAYUMO Oojiee Hu3kue mnokaszaresim O®B:1 (97,8714,7% mnporus
106,01+13,2%),0®B:1 /®KEJ (85,21+2,3% npotus 87,3317,6%). [Ipu cpaBHeHHH OOBEMHBLIX MAPAMETPOB,
MOJIYYeHHBIX NPH NMPOBeAeHNH OOIUINJIETH3MOrpaduu, BBHISIBJIEHO JOCTOBEPHOE NMOBBHINIEHHE TOJBKO OJHOIO
noKa3areJjisi — ocTaTouHoi emkoctu Jerkux: 109,45+11,4%g rpynne, gedpunurHoii mo AAT u 100,91+10,5%8
rpynmne 6e3 qepunura 1anHoro pepmenta. Takum o6pa3oM, moTyuyeHHbIe CTATHCTHYECKH 3HAYMMbIE Pa3Ju4us B
KJIMHHYECKHX W HWHCTPYMEHTAJbHBIX TMOKa3aTeJNsix TMPOJeMOHCTPUPOBAIM TNATOT€HETHYECKYH)  POJIb
€IUHCTBEHHOI0 J0KA3aHHOT0 HA HACTOSIIIMII MOMEHT reHeTH4ecKoro ¢pakTopa pucka pa3BUTHs 00CTPYKTHBHBIX
3a00/1eBaHUIi IPH COOTBETCTBYIOIIUX BO3AeHcTBUAX (AKTOPOB PHCKA, YTO MOKET CJHYKHTh OCHOBaHHEM [JIsl
ompenejieHus ajdb(pa-1-aHTUTPHIICHHA CPeTU MOJIOABIX JIMI] TPYNIBI PHCKA ¢ MeJBbI0 YIJIYy0JeHHOH TUATHOCTHKHA
JAHHBIX COCTOSIHHUIA.

KiroueBble citoBa: Mosozple, AepUUNT 0-1-aHTUTPUIICUHA, CIMPOMETpUs, boanIIIeTH3MOTrpadus

CLINICAL FEATURES RESPIRATORY HEALTH IN YOUNG PEOPL E IN ALPHA 1-
ANTITRYPSIN DEFICIENCY

Ignatova G.L., Zakharova I.A., Nikushkina K.V., Mezentceva E.A.

South Ural State Medical University, (Vorovskogo., s64, Chelyabinsk, Russian Federation, 454092),
zaharowa.inna2012@yandex.ru

The study included 51 younger respondents (18-44 ats old) with no previously known broncho-pulmonary
diseases, the mean age - 29,35 + 2,1 years. Thaagye level of alpha-1-antitrypsin was 415,78 + 23%mg / dl. In
5.8% AAT deficiency was diagnoses. Among those defnt in a-1l-antitrypsin, registered a higher rate of
occurrence of symptoms of chronic bronchitis (33.3%vs. 1.9%) and the prolonged course of respiratory
infections (100% vs 39.2%). Also in this subgroupecorded significantly lower rates of FEV1 (97,87 4,7% vs.
106,01 + 13,2%), FEV1 / FVC (85,21 + 2,3% vs. 883 7 6%). When comparing the volume parameters
obtained during bodyplethysmography, revealed a sigficant increase in only one measurement - the rakial
capacity of the lungs: 109,45 + 11,4% in the groupf AAT-deficient and 100,91 + 10,5% in the group whout
this enzyme deficiency. Thus, the statistically sigficant differences in clinical and instrumental parameters
showed a pathogenic role only proven to date of getic risk factor for obstructive diseases during tle relevant
risk factors, which could serve as a basis for thdetermination of alpha-1-antitrypsin among young peple at
risk for the purpose of depth diagnosis of these cdlitions.

Keywords: young people, alpfa 1-antitrypsin defig, spirometry, bodipletysmography

Wnest ompeneneHus 3a0ojieBaHUsT HAa PAaHHUX WIH JOKIMHUYECKHX CTAJHSX CYIIECTBYET
JOCTaTOYHO JaBHO, Pe3yJdbTaTOM HHTEpeca K dTOMY CTalld pa3padOTKa W 3amyCK CKPUHUHTOBBIX
porpamMM it OOIIMPHOTO CIEKTpa HO30JOTHMH 3a TMOCIEJHHE HECKOJbKO JeT. IIporpamMmer miis
ornpeneneHus: anb(ha-1l-aHTUTPUTICHHOBOW HEAOCTATOYHOCTH COOTBETCTBYIOT BCEM KPHUTEPHUSIM
aJICKBaTHOTO CKPUHUHTA. 3a00JICBaHWE TIPENCTaBIsACT COOOW 3HAYMMYIO TpoOJjeMy B IUIaHE
3a005IeBa€MOCTH M CMEPTHOCTH, OHO JOCTAaTOYHO pAaCIpOCTPAHEHO, HUMEET TOTOBOE W

aHpOGHpOBaHHOC JICYCHHUEC, COBPCMCHHBLIC CYHICCTBYIOINNC CKPUHUHTOBLIC TCCThI SBJIAIOTCA



JIOCTaTOYHO YYBCTBUTCIBHBIMH ¥ CICIU(PUYHBIMUA, HMEIOT aJCKBATHYIO CTOMMOCTH [2].
[TomyIsIIMOHHBIE CKPUHUHTH B3POCIBIX U HOBOPOXICHHBIX POBOASTCS B Mupe B TeueHue 30 jer.
B pesynbTare mpoBeaeHHON pabOThI CO3/IAI0TCS HAIIMOHAIBHBIE ACCOIMAIUU W 00IIecTBa OOIBHBIX
c anb(a-1-aHTUTPUIICHHOBOW HEAOCTATOYHOCTHIO, AKTUBHO OCYHIECTBIISIIOTCSI MPOTrpaMMbl IO
COIMAIILHOW aJamnTanuu OOJBHBIX M HOCHTEJCH marojorudeckux amiencit [6]. Omnako B Poccun
WCCIICIOBAHUS JTAaHHOTO Psifa SIBISIOTCS AMHU30AUYSCKUMU. OMyOIUKOBAHBI Pe3yabTaThl padoOT IO
ompenenenuto pacrnpocrpanenHoctd AATH B Mockse, Eroposcke, Tomcke [2]. VuuthiBas
HEKoTOopble ocoOeHHocTH YensOmHcka u UYensOWHCKOW 007acTH, a WMEHHO: KIMMAaTHYECKHE
0cOOCHHOCTH TeppuTopur (HU3Kas TeMIlepaTypa B 3UMHEE BpeMsl TOJla U BBICOKAsl 3arpsA3HEHHOCTh
aTMOC(epbl MPOMBINUICHHBIMU MTPOU3BOICTBAMH), KOTOPBIC MOTYT OKa3bIBaTh BIIMSHUC HA YaCTOTY
3a0oneBaHus ¢ <«MATKUMU» (popmamu anbda-1-aHTUTPUIICHHOBOW HEIOCTATOYHOCTH, a TaKkKe
OTCYTCTBHE M3YYEHHS PACIPOCTPAHEHHOCTH  0O-1-aHTUTPUIICMHOBOM  HEJOCTAaTOYHOCTH B
MOMYJISIUK Y palbCKOTO PETHOHa, OMpeeeHNne YacTOThl AeduiuTa aabda-l-aHTUTpUTIICUHA U €TO
KIIMHUYECKOE 3HAYCHHUE SIBIISIOTCS aKTYIbHBIMU M SKOHOMHYECKH OTIPaBIaHHBIMH.

MarepuaJjbl 1 METOABI

Metogom  ciaywaitHoro — oTOopa Ui 3alNIaHUPOBAHHOTO  O0beMa  KIMHUKO-
(GYHKIIMOHATBLHOTO HMCCIIEIOBaHUs OBUIM 0OCIEIOBaHbBI JIKIa Mosiogoro Bospacra (18—44roma mo
BO3) wu3 mnpukperuienHoro HaceieHust OOnacTHOW KIMHHYECKOH OonbHUIBI Ne 4 Oe3 paHee
M3BECTHBIX OPOHXOJIETOYHBIX HO30JIOTHH, B KojuuecTBe 51 yemoBek. MyxkuuH okaszanoch 28,
XKEHIMH 23, cpeaHuii Bo3pacT coctaBui 29,35+2,1roma, JOCTOBEPHBIX PA3IMYMMA B TPyMIax Mo
BO3pacTy He OIpenessuiock. B komrieke 00s13aTenbHOro 00cae10BaHus BXOIMIO aHKETUPOBAaHUE, B
KOTOPOM COJEpXKAIKMCh TMACIOpTHAs 4YacTh, JeMorpadudeckwe cBeneHus. Kpome storo,
pPECTIOHJICHTaM MPEAJIArajoch OTBETHUTH BOIPOCHI, MO3BOJISIIONIME  3aMOA03pUTh  HAIWYHE
xponndeckoro opouxura u XOBJI. MccnenoBanue ypoBHs o-1l-antutpuncuaa (AAT) B CBIBOPOTKE
KpOBH MPOBOJAMIIOCH METOAOM HMMYHOTYpPOMAMMETPHH, C HCIOJNb30BaHHMEM Habopa (UpMbI
«ImmunDiagnostic AG»I{epmanus), peepeHCHBIMU 3HAYEHHUSIMU COTJIACHO HCIOJIB3YEMOM TeCT-
cucreme cuntanuchk 90—-180mr/mn. Onenka ¢pynkunu BHentHero apixanus (PBJI) ocymecTsisiach
Ha couporpade Microlab Il (Aurmms), pe3yabTarT OLEHHUBAICSA IOCIE IPOBEIACHUS
OponxonunatarmoHHoi mpoosl ¢ 400 Mkr cansOyramona. C 1enplo yriayOaeHHOTO 00CiieI0OBaHuUs
npoBoamiace OoxmruieTm3morpadusi Ha ammapate «Master Screen Body», Jaegdfep(manusi)
Cratuctuueckas 00paboTka MOJYyYEeHHOT0 MaTepHaja OCyIEeCTBIsIach ¢ ucrnonb3oBanuem [T —
Statistica 10.Mcmonb30Bannch METOABI BAPHAIMOHHON CTATHCTHKH. ONPEICISUINCH KPUTEPHI
Crpronenta, ManHa—YWUTHHU, TOUHbIA KpuTepuid Pumepa u kputrepuil [IupcoHa npu pa3zauyHbIX
ypoBHsIX 3HaUUMOCTH (p). JlocTOBEepHBIMU cUUTAIUCH pe3yabTarhl pu p< 0,05.

Pe3yabTaTsl U 00Cy:KIeHUE



Pa30poc BenMYuH MCKOMOTO MOKa3aTels OKa3ajics JOCTaTOYHO LIMPOK: B TPYIINE MOJOBIX
«YCJIOBHO 3JIOPOBBIX>» PECIIOHACHTOB MHHUMAIbHOE 3HAYCHHE 0-1-aHTUTPUIICHHA COCTaBIIO 38,57
mr/mn, makcumaibHoe — 830,26 mr/mi, cpennee 3HaueHue okazanochk 415,78+235,4 mr/mu.
CHMKEHHE CHIBOPOTOYHOTO YpOBHS anb(da-l-anturpurcuaa meHee 90 Mr/mt ABISIETCS TOPOTOBBIM
YpOBHEM, HIKE KOTOPOTO KOHIIEHTpAIMsI paclieHUBAeTCs KaKk HeJocTaToyHasi, uiu neduuurtHas. Ha
OCHOBAaHUHU JTOTO OBLJIO MPOAHATH3UPOBAHO TPOICHTHOE COOTHOIICHHE OOCIEIOBAHHBIX JIHII,
umeromux aepuuut AAT, u HOpManbHBIM ypoBeHb HCKOMOro Oenka. BolgBieHsl 3 manueHTa
(5,8%)c ypoBHeM anbha-1-aHTUTPUIICHHA HIKE YCTAHOBJIIEHHOTO YPOBHS, CpeaHss BenununHa AAT
cocraBuia 68,55+14,3mr/m1, coorBercTBeHHO, 94,2% MMeNnn HOPMabHBIH ypoBeHb (hepMmeHTa
(475,64+184,2vr/mn). [locne BbIIENCHUS MOATPYIIN MAUEHTOB, JOCTOBEPHO OTIMYAIOLIUXCS IO
ypoBHI0O AAT, ObUT TpPOBEACH aHAIHM3 KIMHUKO-(QDYHKIMOHAIBHBIX XapaKTEPUCTUK C IIENBIO
BBISIBIICHUSI XapaKTePHBIX KIMHUYECKMX OCOOCHHOCTEH, XapakTepHbIX i nedurmura AAT

(tabm. 1).

Taoauna 1

YacroTa BCTpE4aeMOCTH PECIIMPATOPHBIX CUMITOMOB CPEHN «yCJIOBHO 3/10POBBIX>» PECIIOH/IEHTOB
MOJIOJOr0 BO3pacTa

Knnnnyeckne CHMIITOMBI Yacrora pecnupaTopHbIX CUMIITOMOB, %0
CHMKEHHBIH Hopmanbubiii AAT
AAT
Kamrens 0omee 3 MecsieB Ooiee 2 JieT 33,3 1,9*
p<0,00001
Ecmun Bwr mpoctyaunuch, nepexoauT jau npoctyaa Ha | 100 39,2*
OpTaHbI JIbIXaHHS ?
p<0,05

Kak BWAHO W3 TMpEACTaBICHHBIX JAaHHBIX, TPU3HAKH XPOHHUYECKOTO OpOHXHTA
npucyrctBoBa 'y 33,3% ONpOILIEHHBIX CPEIU TPYIIBI C BBISIBICHHBIM AchUIIUTOM abda-1-
AQHTUTPUIICUHA, TOTJa KaKk B TOATPYIINE C HOPMAIbHBIM ypoBHeM AAT naHHBIA CHMITOM
3apeructpupoBan Juiib B 1,9% cinydaes (p<0,00001). Kpome 3TOro, «CI0KHCHHOE TECUCHHE
OCTPBIX PECIUPATOPHBIX HWHQEKIMI» B MHOATpyIne ¢ HU3KUM ypoBHeM AAT Taxke
peructpupoBaioch goctoepro yaiie (B 100%cnydacs), ueM cpeu peClOHACHTOB, HE UMCIOIINX
nanHoro otkiaoneHus (39,2%). [TonyueHHbIC HaHHBIE COTJIACOBBIBAIOTCS C MAapajurMON O pPOJIH
HCKOMOT'O T€HETUYECKOT0 Ie()eKTa B pa3BUTUU XPOHUYECKOM OOCTPYKTHBHOM 0OJIe3HU JieTKux [5].

Kpome kIMHMYECKHX MAHHBIX, HAMU OBUIM MPOAHATU3UPOBAHBI OCOOCHHOCTH H3MEHEHUI
(GYHKIIMM BHEIIHETO [bIXaHWs B HW3ydaeMbIX moarpymmax. Ha pucynke 1 mnpencraBiieHBI

pe3ynbTaThl  CIUPOMETPUYECKOTO  HCCIECNOBAaHUS  BEHTWISIIMOHHOW  (QYHKIMHM  JIETKHX Yy




o0clieIOBaHHBIX PECMOHACHTOB B 3aBHCHMOCTH OT YypoBHS aib(da-l-antuTpuncuHa. B obeunx
MOJrPyIax BCE MOKa3aTeIH BEHTWISIIMOHHON (YHKIIMHU JISTKUX COOTBETCTBOBAIU PedepEeHCHBIM
3HayeHUsM. OIHAKO MPHU CPaBHEHUH MApaMETPOB MEKIY MOATPYIIAMUA B 3aBUCUMOCTH OT YPOBHS
anb(ha-1l-aHTUTpUTICMHA OBUIM BBISBICHBI CTATHCTUYECKH 3HAYMMBIC DPA3lIUYUsl TPAKTUYECKU TI0
BceM mokazarensiM. Tak, BenmnuuHa O®Bi1 cocraBuina B rpymiie co cHuxeHHbBIM AAT — 97,8714, 7%
(3,23+0,4 n), torma kak B moarpymne HopMmambHOro AAT naHHBIA TOKa3aTeldb COCTaBHII
106,01+13,2% (3,42+0,41), p<0,0001. Amnanoru4Ho, ypoBeHb (HOPCHPOBAHHOH KHU3HEHHOMN
€MKOCTH JIETKMX TakKe OBUI 3aperucTpUpOBaH  BBINIC Y PECHOHIEHTOB, HE WMEIOIINX
AHTUTPUIICUHOBOM HegoctaTtounoctr: 108,13+14,3% (4,02+0,7) vs 97,0+5,49% (3,69+0,37ipu
ypoBae 3HauumocTH p<0,0001.Taxxe otHomenue ODB1/DIKEJI okazanock JOCTOBEPHO HUXKE Y
JUI] C BBIABICHHBIM JeduuuToM o-l-antutpuncuHa u cocraBuio 85,21+2,3%,Tornma kak B
MIPOTHBOIOJIOXKHON TOATPYIIINE AaHHBIA MOKa3arenb cocraBun 87,33+7,6% (<0,01). Taxxe npu
WCCIIC/IOBAHNH MIHOBEHHOH OOBEMHOW CKOPOCTH OBUIM BBISIBICHBI CTAaTUCTHYECKH 3HAYUMBIC
pa3nuuus B MOKa3aTeIssx OPOHXHATBHON MPOXOJUMOCTH HAa YPOBHE CPEIHUX M MEJIKHX OPOHXOB:
ypoBerb MOCS50 cocraBun 96,89+13,6% (4,31+0,2) B nmoarpymnme, nepunuraoit mo AAT, VS
100,62+21,4% (4,53+0,931) B moarpymie ¢ HOPMalbHBIM YPOBHEM ajb(a-1-aHTHTPHUIICHHA,
p<0,04, a MOC25 - 89,79+14,7% (1,87+£0,41) mnporus 101,27+37,8% (2,46%1,74n)
coorBercTBeHHO (p<0,004). Takum 00Opa3oM, HECMOTPs Ha TO, YTO HAa MOMEHT OOCJICOBaHUS
HapylIeHUH (QYHKIUU JIETKUX HE OBUIO BBISABJICHO HU B OJHONW W3 MOATPYII, TOCTOBEPHO
CHIDKEHHBIE TIOKa3aTeNN Yy JIUII, UMEIOIINX HEJOCTATOK OCHOBHOTO Oelka, OJOKHPYIOMIETo H30BITOK
9JIacTa3bl U OKA3bIBAIOIIETO TAKHM CIIOCOOOM MPOTEKTHUBHYIO (PYHKIIMIO B Pa3BHTHUU JECTPYKIIUU
JICTOYHOU TKAaHU U (HOPMHUPOBAHUU SMGPHU3EMBI, MOT'YT KOCBCHHO MOJTBEP)KIATh PUCK Pa3BUTHS

OOCTPYKTHUBHOI NaTOJIOTHH B AaJbHEUIIIEM IIPU BO3ACUCTBUH (DAaKTOPOB PHCKA.
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Puc. 1. I[loxkazamenu cnupomempuu epynne <yciogHO 300P08bIX» UY 8 3A6UCUMOCTIU OM YPOGHSL
anvpa-1l-aumumpuncuna

Ipumeuanue: * — p<0,005npu cpasnenuu epynn co chudicenHvim u Hopmaivuvim yposnem AAT

Ha BTOpOM 5Tame MHCTpYMEHTaIbHOTO OO0CIEeIOBaHMs OBLI MPOBEIEH aHadu3 OOBEMHBIX
moKaszaTeaci JIero4Hoil (GyHKIHH, HW3MEPEHHBIX METOAOM Oomumeru3morpadun (puc. 2).
[Tony4yeHHbIE PE3ylbTAaThl KOPPEIUPYIOT C JaHHBIMH, IMOJIYYCHHBIMH IPH CIHUPOMETPHUCCKOM
obcnenoBanuu: B moArpymme Jui, uMeronmx AATH, mo aByMm mokaszatensM 3adUKCHPOBAHbBI
CTaTUCTUYCCKHA 3HAUMMBIE pa3JIMuus OTHOCHTEIBHO pecroHaeHTOB 0e3 nedurura AAT.
OcrtaTouHasi €MKOCTh JIETKHX, OJWUH W3 OCHOBHBIX IapaMETPOB, XapaKTEPH3YIOUIMX HAINYHE
smpusembl  (4), okasayics JAOCTOBEPHO TMOBBINICH B MOArpymme juil, AehuiuTHeix mo AAT,
OTHOCHUTEJILHO 00CienoBaHHbIX 0e3 manHoro nedunmra: 109,45+11,4% (5,81+0,991) vs
100,91+£10,5% (5,53+0,81) coorBercTBeHHO TmpH ypoBHEe 3Haunmoctu p<0,001. YporHwH
BHyTpurpyanoro mgasimenus (107,73+17,1% — 3,1+0,601 u 107,92+21,9% — 3,0£0,61
COOTBETCTBEHHO) M oOmiero oowvema nerkux (111,79+24,1% — 1,81+0,5 u 121,58+33,8% —
1,83+0,5 1 cooTBeTCTBEHHO) B O00EHMX MOATPYyNIaX HAaXOJWIHCh B Mpeaenax pedepeHCHBIX

3HAYEHUI U HE UMEITH IOCTOBEPHBIX PA3IUUUN.
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Puc. 2.Ilokazamenu boouniemusmozpaguu 8 2pynne <ycio6HO 300P0bIX» JUY 8 3A6UCUMOCTU OM
ypoeHus anvgha-l-aumumpuncuna
Ipumeuanue: * — p<0,005npu cpasnenuu epynn co chusicennvim u HopmanroHuim yposem AAT
3akiloueHue

B nurepatype uMeroTcs npoTUBOpEUHs JaHHBIC 10 MMOKa3aHusIM K oOcienoBanuio Ha AAT:
10 HEKOTOPBIM JIaHHBIM, 3T0 OoabHbIe XOBJI B Bo3pacte momoxe 40 ner, HOBOPOXKICHHBIE WIIH
OOJIbHBIE C OpPOHXOJIETOYHON MAaTOJOTHEH, KPOBHBIC POJCTBEHHUKH C BBIABICHHBIM JeHUIIUTOM
AAT wu B3pocnbie 6onbHBIe ¢ OpoHxodkTazamu [1, 2, 3].TlonyueHHbIE CTATUCTUYECKU 3HAYUMBIC
pa3nuuuMs B KIMHUYECKUX H  HWHCTPYMEHTAIBHBIX  IOKa3aTelsX [MPOJEMOHCTPUPOBAIH
MATOTCHETHYECKYIO pPOJIb €IMHCTBEHHOTO JOKAa3aHHOTO Ha HACTOSIIMKA MOMEHT TE€HETHYECKOTO
dakTopa puCKa pa3BUTUS OOCTPYKTHBHBIX 3a00JICBaHWN TPU COOTBETCTBYIOUIMX BO3ACHCTBUSIX
(bakTOpoB pricka [5], UTO MOXKET CIYKHTh OCHOBAHHEM JIJIsl ONPEC/ICHUS anb(a-1-aHTUTPUTICHHA

Cpey MOJIOJIBIX JIUII TPYIIIBI PUCKA C IENbI0 YIITYOJICHHOW TUArHOCTHKHU JaHHBIX COCTOSHUMH.
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