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[InarHocTMyeckaa U KNUHUYECKAA 3HAYUMOCTb
onpefenesns heHoTuna o-1-aHTUTPUNCHHA
Npu CUCTEMHbLIX BacKynuTax

Nepeakosa M.H).", Yyaunos AJ12 Jlanuu C.B.', bensesa U.b.,
Masypos B.A.?, bnunosa T.B., Cypkosa E.A.", Imanyanb B.J1., Nhamosa 0.B.2

Heduuur a-1-anturpuncruna (A1AT) sBisieTcsl pacnpocTpaHEHHBIM F'€HETUYECKUM HapyIIeHUEM, XapaKTepUu3yro-
IIUMCSI HU3KUM CBIBOPOTOYHBIM cofepxaHueM A1AT v KIIMHUYECKU MPOSIBIISTIONINMCST JIETOYHOM 9M(bU3eMOIt 1 TTo-
paxkeHueM redeHu. [ToMUMO KJTacCUUeCKUX MPOSIBIIEHUI, HeTOCTaTOYHOCTh A1AT HepelKo COMPOBOXKIAET TPaHy-
siemaro3 ¢ noauaHruutoM (I'TIA), npu atom ponb neduunra AIAT B kimHuuyeckoM teueHuu ['TIA He onpesneneHa.
Ilens vccnenoBaHKs — OLIEHKA PacpOCTpaHeHHOCTH naTojorndyeckux heHorumnos AIAT npu I'TIA u npyrux cuc-
TeMHbIX BacKyjuTax (CB) u ornpeneseHue ux BIMsHUS Ha KIMHUYeckoe TeueHue T'TIA.

Marepuan u metonsl. B nccienoBanve Bouuu 86 6onbHbIX CB, Bkmovast I'TIA (n=47), MUKPOCKOITMYECKUI TTOTH~
anruut (MITA; n=16), 203MHOMDUILHBIN TpaHyIeMaTo3 ¢ mosuanruuToM (DITIA; n=12), y3eaKOBbBI TOIMAPTEPH-
ut (YII; n=11). B rpymmy KoHTpoJIs1 Bouuiu 46 3mopoBeiX 1oHOpoB. [IpoBonmiocs Gerotunuposanue AIAT B 06-
pasiax KpoBU METOIOM M303JIeKTpOo(OKYyCMpOBaHUs 1 onpeaeieHre KoHueHTpaunu A1AT. denorunsl A1AT comno-
CTaBJIEHbl C CyMMapHbIM MHAeKcoM akTuBHOCcTM CB BVAS (Birmingham Vasculitis Activity Score), MHIEKCOM IO~
BpexaeHuss CB VDI (Vasculitis Damage Index), xapakTrepoM OpraHHOTO MOPaXXeHUSI U MapKepaMK UMMYHHOTO BOC-
nayieHust (aHTUHEUTPOUIbHBIC LIMTOTUIA3MaTUUECKHe aHTUTeIa K TipoTenHase 3, oouuii IgG, C3- u C4-dpakuuu
CUCTEMbI KOMIUIEMEHTA).

Pesyssrare u o0cyxaenue. [latonornueckue denorursl AIAT Obunu BoisiBieHst y 17% (8 us 47) 6onbHbix [TIA, 6,25%
(1 u3 16) 6onbHbIx MITA 1 orcyrcrBoBaiu ipu DITIA u VII. V 1 naumenta ¢ ['TIA 6but PiZZ,y4 — PIMZ,y 2 —
PiME y 1 — PiMS-denorun, a npu MITA — PiMS-deHorun. BoisiBinenue natosornyeckoro eHorumna A1AT y 6051b-
Hbix ['TIA xapakTepr3oBanoch BbiIcOkMMU 3HaueHussMu BVAS u VDI (p<0,05), a Takke NMOBbIILIEHUEM YPOBHSI CbIBOPO-
toyHoro kpeatnHuHa (p<0,01), anturen k mporeunase 3, IgG, C3- u C4-dpakiwmii cuctembl KomruiemenTa (p<0,05).
BoiBonpl. [Tatonornueckue peHorunsl AIAT vanie ooHapykuBatotcs y 60bHbIX ['TIA, 4TO CONPOBOXKIAETCS BBICO-
KOl MUMMYHOJIOTMYECKOI aKTUBHOCTBIO 3200J1eBaHMsI, a TAKXKE BBICOKMMU MOKA3aTeNISIMU MHAEKCOB aKTUBHOCTH

U TIOBPEKIEHUSI.

KnroueBbie ciioBa: o.- | -aHTUTPUTICUH; IeUTIUT o~ | -aHTUTPUTICUHA; (DEHOTUTTMPOBAHNE; TPAHYIEMATO3 C ITOJIUAH-
TMMTOM; CUCTEMHBII BaCKYJIUT.

Jas cepikn: [lepBakosa MO, Uynunos AJl, Jlanun CB u np. JluarHocTuyeckasi U KIMHUYECKAsi 3HAYMMOCTb OTI-
peneneHust heHOTUTIA O- | -aHTUTPUTICUHA TIPU CUCTEMHBIX BacKynuTax. HayaHo-mipakTudeckasi peBMaToIOTHSI.
2017;55(2):164-168.

THE DIAGNOSTIC AND CLINICAL VALUE OF DETERMINATION
OF al-ANTITRYPSIN PHENOTYPE IN SYSTEMIC VASCULITIDES
Pervakova M.Yu.!, Chudinov A.L.?, Lapin S.V.!, Belyaeva I.B.?,
Mazurov V.13, Blinova T.V.!, Surkova E.A.', Emanuel V.L.!, Inamova O.V.”

al-Antitrypsin (a1-AT) deficiency is a common genetic disorder characterized by low serum a.1-AT levels and a clini-
cal manifestation of pulmonary emphysema and liver disease. In addition to its classical manifestations, a.1-AT defi-
ciency frequently accompanies granulomatosis with polyangiitis (GPA); in this case the role of a1-AT deficiency in
the clinical course of GPA has not been defined.

Objective: to estimate the prevalence of pathological a1-AT phenotypes in GPA and other systemic vasculitides (SV)
and to determinate their impact on the clinical course of GPA.

Subjects and methods. The investigation enrolled 86 patients with SV, including GPA (n=47), microscopic polyangiitis
(MPA) (n=16), eosinophilic granulomatosis with polyangiitis (EGPA) (n=12), and polyarteritis nodosa (PAN)
(n=11). A control group included 46 healthy donors. Isoelectric focusing was used to phenotype a.1-AT in blood sam-
ples and its concentrations were determined. The phenotypes of a.1-AT were compared with the overall SV activity
index using the Birmingham Vasculitis Activity Score (BVAS), the vasculitis damage index (VDI), the nature of an
organ lesion, and the markers of immune inflammation (proteinase 3-antineutrophil cytoplasmic antibodies, total
IgG, and C3 and C4 fractions of the complement system).

Results and discussion. Pathological o.1-AT phenotypes were detected in 17% (8/47) of the patients with GPA, 6.25%
(1/16) of those with MPA and absent in EGPA and PAN. Patients with GPA had PiZZ (n=1), PIMZ (n=4), PIMF
(n=2), and PiMS (n=1) phenotypes; those with MPA had a PIMS-phenotype. The detection of a pathological a.1-AT
phenotype in patients with GPA was characterized by the high values of BVAS and VDI (p<0.05) and the elevated lev-
els of serum creatinine (p<0.01), anti-proteinase 3 antibodies, IgG, C3 and C4 fractions of the complement system
(p<0.05).

Conclusion. Pathological a.1-AT phenotypes are more frequently detected in patients with GPA, which is accompa-
nied by an enhanced immunological activity of the disease and high activity and damage indices.

Key words: al-antitrypsin; a.1-antitrypsin deficiency; phenotyping; granulomatosis with polyangiitis; systemic vasculitis.
For reference: Pervakova MYu, Chudinov AL, Lapin SV, et al. The diagnostic and clinical value of determination of
al-antitrypsin phenotype in systemic vasculitis. Nauchno-Prakticheskaya Revmatologiya = Rheumatology Science
and Practice. 2017;55(2):164-168 (In Russ.).

doi: http://dx.doi.org/10.14412/1995-4484-2017-164-168
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Benox octpoii ¢aszbl a-1-anturpuncud (A1AT) oTHO-
CUTCS K CEMEICTBY MHTHOMTOPOB CEPUHOBBIX MPOTEMHA3
W BBITIOJTHSACT PSAN 3alllUTHBIX (DYHKIWI, HampaBJIeHHBIX Ha
YMEHBIIIEHNEe BTOPUYHOTO TTOBPEXIEHUS TPU BOCTIAJIEHUN
[1]. N3BecTHO 00JIbIIIOE KOJTUYECTBO F€HETUYECKUX BapUaH-
ToB AlAT, KOoTOpble 0003HAYAIOT 3ariaBHbIMU OyKBaMM Jia-
TUHCKOTO ajdaBuTa nocie npedukca, o3HavYarIIEro Ha3Ba-
Hue reHa Pi (Protease inhibitor), xonupytouiero A1AT. B no-
nyasuuy npeoodnamgaet PiM-amnenb, obecrneuynBaiomiasi co-
xpaHHy1o pyHkuuio A1AT, a peHoTun monekyabl AIAT y 3m0-
poBoro yenoBeka obo3HauaeTcss PIMM. Hekoropble reHeTu-
yeckue BapuaHThl AlAT, Hanpumep PiZ u PiS, mpuBoasar
K ero pedunuty [2]. Ins ckpununra nepunura AIAT uene-
coobpa3Ho ompeneieHrue uMeHHO ¢GeHotumna A1AT, a He ero
KOHIICHTpAIIMK, KOTOpasi HEPeIKO OCTaeTCs B Ipeaesiax pe-
depeHcHbIX 3HaUeHM [3].

Heduunut AIAT npoBouMpyeT pa3BUTHE 3a00IeBaHUIA,
CBSI3aHHBIX C HApYIIEHUEM ITPOTea3HO-aHTUIIPOTEea3HOTo 6a-
JIaHCa ¥ M30BITOYHOI aKTUBHOCTBIO HEUTPODMIBHBIX IMTPOTE-
a3 [4]. [ToMuMO Kj1acCUYECKUX MPOSIBICHUI, K KOTOPBIM OT-
HOCST MEPBUYHYIO IMbU3EMY U MOPpaXKeHUE TIeYeHU, Yy 00b-
HbIX ¢ gepunruTomM A1AT MOryT pa3BuBaThCs ayTOMMMYHHbIE
3a00JIeBaHNUs, TaKMe KaK peBMaTOMIHBINA apTpUT, BOCMAIM-
TeJbHbIC 3a00JieBaHUS KUIIEYHUKA, TICOpHUa3, pacCesTHHBIM
CKJIepO3, a TakxKe I'paHyJeMaTO3HbIC BACKYJIUTHI, aCCOIIUM-
pOBaHHBIC ¢ HAJIUUYMEM aHTHUHEUTPOMMIBHBIX IIUTOILIA3MA-
tnaeckux antutea (AHLIA) [5]. [1pu rpanyiiemaTo3e ¢ mojm-
anruutoM (I'TIA, panee — rpaHynemaTto3 Berenepa) maroso-
ruyeckue perHorunsl AIAT BersBisiorcs B 9—18,4% ciyyaes
[6]. Kpome TOro, mpu MUKPOCKOIUYECKOM ITOJIMAHTUUTE
(MITA) Obi1a oOHapykeHa TMOBBIIIEHHAsS BCTPEYaEeMOCTb
PiS-amnenu A1AT [7]. U3BecTHO, 4TO IJIaBHbIE AaHTUT€HHbIC
muiieHn miasg AHLUA npu I'TTA u MITA (nporteuHasa 3 —
TIP3 — u Muenonepokcunasa) sBASIOTCS hepMeHTaMU a3y-
pOoMUIBbHBIX TPaHYJI HEUTPODUIOB U B HOPME TOIeKAaT Hell-
tpanuzauuu mosnekynoi A1AT [8, 9]. [IpenmonaraioT, uTo nx
HemocTaTouHass MHakTuBanus A1AT mpoBoLupyeT TOsBe-
HUE ayTOAHTUTE] K (epMeHTaM TIpaHyJ LUTOIIa3Mbl HeEil-
Tpo(UIOB U pa3BUTHE ayTOMMMYHHOTO TIpoliecca pu aedu-
mute A1AT [10].

Enunuunbie cinydyau nedunura AIAT onucaHbel He
tosbko nipu ['TIA u MTIIA, Ho u npu npyrux AHLIA-accouu-
MPOBAHHBIX BACKYJIMTaX, TaKWX KaK 303MHOMDUIBHBIN I'pa-
Hyiaemato3 ¢ noauaHruutom (BI'TIA, cunapom Yepn-
xka—Ctpocc), a TakKe nMpu y3eakoBoM noauaprepuute (YII)
[11].

B nutepaTtype He 0OHapyKeHO JaHHbBIX, CBUIETEIbLCTBY-
IOIIMX O BIMSIHUM TaTosornyeckux ¢peHoturnoB A1AT Ha Ts-
KecTb KimHn4YecKoro TeueHust ['TIA, a Takke TaHHBIX O BCTpe-
YaeMOCTH JAHHOTO TeHETUYECKOTO HApYIICHUS TPU IPYTUX
CHCTEMHBIX BaCKYJIUTaX.

Ilensio ccienoOBaHMS SIBUJIACH OLIEHKA PACIIPOCTPAHEH-
Hoctu narosiornyeckux peHorunos AIAT npu ['TIA, MIIA,
OITIA, YII u onpeaenaeHUe X KIMHUYECKON 3HAYMMOCTU TIPU
TTIA.

Matepuan u metoabl

HccnenoBanue nnpoBoauioch Ha 6aze CI16 'bY3 «Knu-
HUYecKasl peBMaTosiornyeckas ooabHuna Ne25». B uccieno-
BaHMe ObUIM BKJIIOUEHBI 86 MAllMEHTOB C CUCTEMHBIMU BaCKy-
nutamu: TTIA (n=47), MIIA (n=16), BITIA (n=12), VII
(n=11). Ipynmy KOHTPOJSI COCTaBUJIM 3IOPOBBIC TOHOPHI
(n=46). Bce yyacTHMKM UCClieOBaHUs ToANUcanu uHOOp-
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MUPOBAHHOE COTJIaCHe Ha WCIOJIb30BaHUE PE3YJIBbTaTOB 00-
CJIeOBAHUS U JICUSHMUSI.

TIpousBommiack olleHKa UHIIEKCa aKTUBHOCTH BaCKYJTH-
ta BVAS (Birmingham Vasculitis Activity Score), nHmekca 1mo-
BpexneHus VDI (vasculitis damage index), xapakTepa nopaxe-
HUSI OPTAaHOB U CUCTEM, OIPENeISINCh MapKepbl UMMYHHOTO
BocrajieHust, ypoBeHb C-peakTUBHOro Oejika, (puOpUHOIeH,
MMMYHOIJIOOYIUHBI, (ppakunu kKomruiemeHta C3 u C4, aHTU-
tena K [1P3, konuentpauust AIAT.

Ilpu oueHke xapakTepa MOpaXKeHUs OPTAHOB U CUCTEM
B TEUEHUE MEPBBIX TPeX JIET 3a00IeBaHMsI OTMEUEHO, UTO Y Ma-
ureHtoB ¢ I'TIA mpeBaaupoBaio mopaxenue jerkux (76,5%
ciyyaeB), JIOP-opranos (85%), mouek (64%), onopHo-aBUra-
TesnbHOTO anmapara (50%) u rna3 (30%).

B xnuHuueckoit kaptuHe MITA npeobnananu nopaxe-
Hue novek (81,3%), MpenMyIIecCTBEHHO B BUIEC OBICTPOITPOT-
peccupymolero rioMepyoHedpuTa, mopaxkeHne HepBHOM CH-
crembl (75%), koxu (68,5%), OIIOpHO-ABUTATELHOTO aIlllapa-
1a (68,5%), nerkux (43,8%) u cepaua (37,5%).

VY 6onbHbIX DI'TIA yale orMeyanoch MopaxxeHue Jerknux
(91,7%), nepudepudeckoit HepBHOI1 cucteMbl (58,3%), onop-
HO-IBUTaTeNbHOrO amnmnapara (41,7%), nouek (41,7%) u cepaiia
(50%).

Knnunueckast kapruHa Y1 xapakrepr3oBanach 4acThIM
BOBJICUEHUEM B CHUCTEMHBIN MPOLIECC HEPBHOU CUCTEMBI
(90%), omopHo-mBurareabHoro ammapara (72,7%), Koxu
(63,6%) u cepnua (45,5%).

Cpennee 3HaueHre bBUpMIHTEMCKOTO MHIEKCA aKTUBHO-
ctu BackyiuToB (BVAS) Ha MOMEHT Ha3HaYeHUs MTaTOTeHETU -
yecKoi Tepanuu (TIIIOKOKOPTUKOWILI U IIUTOCTATUKU) OBLIO
BBICOKMM Tpu Bcex Hozosorusx (I'TIA — 21,1, MITIA — 20,1,
VII - 20,7, OI'TIA — 17,4).

CpenHee 3HaueHue uHaekca noBpexaeHusi VDI nocie
MEPBBIX TpeX JIeT 3a0o0jeBaHUsI OKa3ajdoch 0ojiee BBICOKUM
B rpymre naureHToB ¢ ['TIA (5,6) Hexenu y mauueHToB ¢ Y11,
MITA u BITIA (4,7; 4,3 1 3,3 COOTBETCTBEHHO).

B moaydyeHHbIX oOpasiax CbIBOPOTKU KPOBU ObLIO
npoBeaeHo ¢eHoTunrupoBanne AIAT MeTOOOM MMMYHO3-
nextpodopeda (UDD) ¢ UMMYyHOOJIOTTUHTOM C TTIOMOIIBIO
obopynoBaHUs JUISI TOPU3OHTAJIBHOTO 3JieKTpodopesa
(Pharmacia, IBeuus). s co3nanus rpaaueHta pH obuiu
ucroyb3oBanbl amdonautel pH 4,2—4,9 (GE Healthcare,
LIBenus). dokycupoBaHHBIE B arapo3HOM TeJie MOJICKYJIbI
A1AT celleKTUBHO OKpalllMBajJud C IMOMOIIbIO KOHBIOIMPO-
BaHHBIX C TMEPOKCUIA30i XpeHa Ko3buX aHTUTea K AlAT
(Bethyl Laboratories, IIBenus). Ouenka ¢eHotuna A1AT
OCYILECTBISIIACh MOCPEICTBOM COIOCTABICHUSI TONTY4YEH-
HBIX BapuaHTOB Murpauu A1AT ¢ KOHTpOJbHBIMU OOpa3-
namu PiMM, PiMZ u PiMS.

Pesynbrarel heHOTUTTMPOBAHMS OBUTH TOTIOTHEHBI KOJTH-
yecTBeHHbIM onpeneneHueM A1AT B cbIBOpOTKE KPOBU, KOTO-
poe OCYHIECTBIISUIOCH HAa OMOXMMUYECKOM aHaiu3atope AlS
(Biosystems, McnaHusi) MeTogoM MMMYHOTYpPOUAMMETPUU
(peaxktusbl Sentinel Diagnostics, Utanus). OnpeneneHue KoH-
LHeHTpauuu antutea K [1P3 npousBoanioch ¢ MOMOIIbIO KOM-
Mepyeckoro Habopa IS MMMYHO(DEPMEHTHOTO aHaau3a
(Euroimmun, [epmanus).

CratucTuyeckasi o00paboTKa JaHHBIX POBOAMIIACH C T10-
MOIIIBIO TporpaMMmHoro obtecrnieyenuss GraphPad Prism 4.0.
7151 cpaBHEHUSI KOTMYECTBEHHBIX TAHHBIX, B 3aBUCUMOCTH OT
XapakTepa pacrpeneneHusi, ObUTA UCTIONb30BaHbI TapaMeTpH-
YecKre U HelapaMeTpuieckue MeTonbl. Pazmmune cunranoch
noctoBepHBbIM pu p<0,05.
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Ta6nuya 1 ®eHoTunbl ATAT y NnaUWeHTOB C CUCTEMHbIMU BACKYIUTAMMU U Y 340POBbLIX JOHOPOB

Ho3onorus HopmanbHbii MaTonoruyeckui [lons o6Hapyxenus
thenotun A1AT thenotun A1AT naTonorn4yeckux eHoTmnoB, %

MA (n=47) 39 PiMM 1 PiZZ, 4 PiMZ, 2 PiMF, 1 PiMS 17,0*

MMA (n=16) 15 PiMM 1 PiMS 6,25

AMMA (n=12) 12 PiMM He o6HapyxeH 0

v (n=11) 11 PiMM He o6HapyxeH 0

300poBble AOHOPLI (N=46) 45 PiIMM 1 PiMZ 2,2*

lpumeyanme. * — p<0,01.

PesynbTarthl

YacToTa BbISIBJIEHUS ATOJIOrM4ecKux peHoTunoB A1AT
npu ['TIA ObuTa JOCTOBEPHO BBIIIE, HEXEJIU B IPYyMIE 310pO-
BbIX T0HOPOB (p<0,01). ¥ onHoro nauueHTa ¢ MITA ObLI BBISB-
JIeH marojorumdyeckuit deHorun PiMS. ¥V mamumenros ¢ YII
u OI'TIA matonornueckue peHoTUIBI A1AT BBISIBJICHBI HEe ObI-
nm (Tabi. 1).

Tak kak y 47 6osibHbIX ' TIA ObL10 OOHApYKEeHO HAUOOJIb-
1Iee KoJM4YecTBO natojoruyeckux peHotumnos A1AT, oHu ObI-
JIA pa3nesieHbl Ha JBe MOATPYIIITBI: ¢ HOPMaJIbHBIM M C TIaTOJIO-
ruyeckumu ¢deHorunamu A1AT. Tpynna ¢ naToJoruyecKuMu
denorunamu A1AT cocrosiia u3 3 My>KYUH U 5 XKEHILMH B BO3-
pacte ot 19 10 62 yet.

IMopaxeHue JIETKMX W BEPXHMX IbIXaTEJbHBIX IMyTeit
Ha0JII01AJIOCh Y BCeX OOJIbHBIX ¢ TTATOJIOTUUYECKUMU (PEHOTH -
mamu A1AT (n=8), Torma Kak nmpu HopMaibHOM PiMM-de-
HOTHUIIE OHO MPUCYTCTBOBaIO y 72 1 82% COOTBETCTBEHHO.
[Tpu 3TOM y GOJIBHBIX ¢ HATMIMEM MMATOJOTUIECKNX (DEHOTH -
noB AIAT Haubosiee 4acTO OTMeYaa0Ch MOPaXKeHUE JIETKUX
B BUJie UHOUIBTPATOB ¢ GOPMUPOBAHMEM MOJIOCTEN pacnana
u mopaxkenue JIOP-opraHoB B Bule sI3BeHHO-HEKPOTUIECKO-
ro puHUTa. B TO e BpeMsl yacToTa TaKMX MPOSIBICHUI, KaK
CHHYCUT, OTUT W TIOJICKJIaJ0YHasl rpaHyjieMa roptaHu, Oblia
cornocTaBuMa B obeux rpynnax (puc. 1). Takxke y maueHTOB
¢ nartonoruyeckumu ¢enHorunamu AlAT yalie oTMedanoch
nopaxeHue nodek (75%), npeuMyleCTBEHHO B BuUIe ObIC-
TPOTMPOTPECCUPYIOLIET0 HEKPOTU3UPYIOIIETO TIOMEpYyIo-
HedpuTa ¢ moxyIyHusIMU (110 JaHHBIM Hedpoobuorncun). Le-
peOpabHBIIl BaCKYJIUT PEIKO OTMeualicsl B 00eMX TpymIax
(10—12,5%) B Buae TPaH3UTOPHBIX MINEMUYECKUX aTak,
UIIIEMUYECKOTO WHCYJIbTa, MEHUHTEIbHON TPaHyJIeMbI, UTO
MOATBEPKAATIOCh JTaHHBIMU MarHUTHO-PE30HAHCHOW TOMO-

Jlero4Hble MHGMNLTPATBI C pacnagom

rpaduu (MPT) ronoBHoro mo3sra. [TopaxkeHue nepudepuye-
CKOIf HEpBHOU CUCTEMBI TaKKe OTPEAeIsIOCh ¢ 60Jiee BhICO-
KO YacTOTOU MpUW HAIWYUM TATOJOTUYECKUX (HEHOTUTIOB
A1AT (50%), Hexenu B rpynme namueHToB ¢ I'TIA ¢ HOp-
MaibHbIM (heHoTHUIOM ATAT (23%). TTopaxeHue ria3 B BUe
SMUCKJIEPUTA, KOHBIOHKTUBUTA, YBEUTA, PETPOOYIbOAPHOIA
rpaHyJIeMbl OTMeUasioch y 38% OOJBHBIX C MATOJOTHYECKUMK
denotunmamu AIAT n'y 28% 60TBHBIX C HOPMAJIBHBIM (heHO-
tunom AI1AT.

3Ha4yeHus MaKCUMaJIbHOTO YPOBHSI CBIBOPOTOYHOTO Kpe-
aTMHMHA B MEPBBIii o1 3a00ieBaHMsl y MalMEHTOB C MaTOJIOT -
yeckuM peHotunom AI1AT nipu I'TTA Obliu Bbllle, YeM Y Maliu-
€HTOB ¢ HopMaibHBIM (eHoTunom AlAT (310,4147,2
un 90,0+15,3 mxmons/m; p<0,01).

Cpennsist koHueHTpanust A1AT y 6onbHbIx ['TIA ¢ maTo-
sornyeckumu (eHorunamu AlAT Oblia 1OCTOBEPHO HUXKE,
yeM 1ipu ['TIA ¢ HopmasibHBIM (peHOTUTIOM ALAT (cooTBETCT-
BeHHo 1003+£148,8 u 1964 £127,9 mkr/i; p<0,01).

3nauenue BVAS nipu I'TIA ¢ naTonornueckum eHOTH-
nom A1AT okazanoch 1OCTOBEpHO Bhile, yeM pu ['TIA ¢ Hop-
MalibHBIM (peHotrnom A1AT (24,63+2,897 u 18,051,444 co-
otBeTcTBeHHO, p<0,05; puc. 2, a). Unaekc nospexneHus VDI
y 60sbHBIX I'TIA ¢ Hanuuuem natosornyeckux auieneit AIAT
TakXe ObUI BbIILIE, HEXETU B KOTOPTE OOIbHBIX C HOPMAJIbHBIM
denoruniom AIAT (6,3+3,1 u 5,4+£2,6 COOTBETCTBEHHO;
p<0,05).

KonuenTpanus anturen K [1P3 y 6oxpHbIx ['TIA ¢ maTo-
JornueckuM peHotuniom A1AT Oblia JOCTOBEPHO BBIIIE, YeM
y MalKeHToB ¢ HOpMabHBIM deHoTrrioM A1AT (142,4 +£25,24
u 86,784%14,98 en/mit coorBercTBeHHO; p<0,05; cM. puc. 2, 0).

CpenHue 3HaueHUs HecreluudUUecKuXx MapKepoB CUC-
TeMHOTO0 BocrniajieHus y 60JibHbIX [ TIA ¢ HOpMaJIbHBIM U TIATO-

sornyeckum (eHorunnom AIAT npen-
crapieHbl B Taba. 2. [1pu nmaronoruue-

CuHycut

S13BEHHO-HEKPOTUYECKNA PUHUT !

ckoM ¢eHortune AIAT orMmeuanuch 060-
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Puc. 1. Oco6eHHOCTM KNUHUYECKOrO Te4eHus Y 60/bHbIX [TIA B 3aBucMMOCTH OT ceHoTuna A1AT
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W [latonoruyeckuii peHotun ATAT

IgG, C3- u C4-dpakumii CUCTEMbI KOM-
MJIEMEHTAa.

O6cyxpeHue

[TonydeHHBIE pe3ynbTaThl HAlOT
OCHOBaHME TojaraTb, 4To AeduuuTt
A1AT MoxXeT urpatb OJHY U3 BEAYLIUX
poseit B pasputum ['TIA. WM3BectHO,
yto B HopMe AIAT cHMXKaeT Mpoayk-
uu uHTepiaevikuna 17 (UJI17) [12]
1 APYrUx MpOBOCHATUTEIbHBIX LIUTO-
KUHOB [13], yyacTBylOLIMX B IaTore-
He3e¢ ayTOMMMYHHBIX 3a0o0JieBaHUIA.
Henocrarounocts A1AT mpuBOAUT He
TOJBKO K 0o0jiee MHTEHCHUBHOI IIpO-
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chenotunamu A1AT, Tect MaHHa-YutHn. * — p<0,05

OyKIUU IIUTOKMHOB, HO U K YBEJIMWYEHUIO COIAEpKaHUS
B KPOBOTOKE KMCJBIX MPOTEa3 HEHTPODUIOB, KOTOPhIE MO-
TYT CTAHOBUTKLCS MUIIEHBIO IS ayToaHTUTeN. B wacTtHOCTH,
K TaKUM TIpoTea3aM oTHocsAT jakTodeppuH [10] u [TP3, ko-
Topast mpelcTaBIsIeT co00i OCHOBHYIO MUIIIEHh UMMYHHOTO
otseta npu ['TIA [14, 15]. T1pu TkaHeBoM BocnajieHuu [1P3
3KCIpeccupyeTcst Ha MeMOpaHe HeUTpo(hUIOB MO 1eHCTBU -
€M IIMTOKWHOB M y4acTBYeT B MHIYKIIMU XeMOTaKcuca Heli-
tpodwioB [16]. I1Ipu atom AIAT neiicTByeT Kak Helmocpea-
cTBeHHbI nHruouTop IP3 u moaynsitop xemorakcuca. I1o-
KazaHa crocoOoHocTh MoJieKys AIAT K o6pa3oBaHUIO KOMII-
nekcoB ¢ UJI8 u neiikoTpueHom B4, B KOTOPBIX OHU TEPSIOT
CBOU XeMOaTTpaKTaHTHbIe cBoiicTBa [17, 18]. Ecau uHruou-
poBanue [1P3 monekynoit A1IAT HapylieHO BCIEACTBHE ee
MaTOJMOTUYECKOro (PeHOTHUNA, TO CHIBOPOTOUYHBIN YPOBEHB
T1P3 moBeImIaeTcs, 4YTo MOXKET CIPOBOLIMPOBATH 00pa3oBa-
nue AHLIA. Tlpu aToM aHTUTENA, CBI3BIBasich ¢ [1P3, Hapy-
matoT cBs3biBaHue [1P3 ¢ monekynoit AIAT u ele 6osiee 3a-
TpyaHs10T uHakTUBaLuio [1P3 [18]. Takum o6pa3om, B maTo-
renese ['TIA AIAT wurpaer posib BaXHOr0 MPOTEKTUBHOTO
dakTopa; KpoMe TOT0o, Mbl 0OHAPYXKWIU, YTO HAJIMUKME MaTO-
noruyeckoro ¢enoruna AIAT BauseT Ha KIMHUYECKOE Te-
YeHUEe BaCKYJIuUTA.

B mpoBeneHHOM HamMu MCCIEIOBAHUM MATOJOTUYECKUE
denorunsl AIAT 6oLt 0oGHapyxeHbl y 8 u3 47 (17,0%) 6071b-
ubix ITIA, y 1 u3z 16 (6,25%) npu MIIA, a Takxe y 1 u3 46
(2,17%) 3moposbix noHopoB. [Ipu DTTIA u YII naronoruye-
ckux ¢peHOoTUIIoB A1AT BBISIBJICHO HE OBLIO.

[MopaxkeHue JeTKUX W BEPXHUX IBIXaTETbHBIX IyTei
TPUCYTCTBOBAJIO y BCEX OOJBHBIX C TATOJIOTUIECKUM (hEeHOTH-

noMm A1AT, Takke y JaHHOM TPYIIbl CyMMapHBI MHACKC aK-
TUBHOCTH BacKyauTa BVAS ObL1 BhIlIE, YeM ITPU HOPMaJIBHOM
PiMM-penotumne A1AT (p<0,05).

VY oonbHbIXx ['TIA ¢ matonornyeckuMu (heHOTUTIAMU
A1AT oTMeuanuch 60jiee BHICOKME YPOBHU a30TEMUU U UHJE-
Kkca noBpexneHusi VDI, a takxxe ObuiM oOHapykeHbI OoJjiee
BBICOKME 3HaueHUs KOHUeHTpauuu aHnturea K [1P3, COD,
ypoBHeii obiero IgG, C3- u C4-dpakiuii cucTeMbl KOMILIE-
MEHTA.

Taxum 06pa3oM, BbISIBJIEHUE MAaTOJIOTUYECKOTO heHO-
tuna A1AT npu I'TTA MOXeT clyXXUTb MPOTHOCTUYECKUM
MapKepoM HebJIaroMpusiTHOTO TeueHus 3abojeBaHusi, Tpe-
OyoIlIero Ha3HaYeHUsl arpecCMBHON TOAABISIONIEH Tepa-
MUY TIIOKOKOPTUKOUAAMU, UUTOCTATUKAMU U, B HEKOTO-
PBIX CIIydasix, TeHHO-UHXEHEPHBIMU OMOJIOTUUYECKUMMU TIpe-
nmapatamMu (puTykcumab) B meOioTe 3a6oseBaHus. OnucaHo
ycrneliHoe npumeHeHue npenapatos A1AT npu I'TIA B co-
yetanun ¢ gepuuutom AlAT. B wuccrenoBaHusIx
J.M. Hernandez Perez u coaBrt. [19] noka3zaHo, 4TO BBeje-
Hue npenapatoB A1AT 60JbHOMY C PE3UCTEHTHBIM K CTaH-
naptHomy nedeHuto I'TIA u nepuuurom AIAT npuseno
K perpeccy KOXHBbIX MPOSIBIEHUN U UCUE3HOBEHUIO JIErou-
HBIX UH(UIBTPATOB.

B namewm ucciaenosanuu cpeny 16 6onpHbix MITA B of1-
HOM cJlyyae ObLI BBISIBJICH matojorudyeckuii PiMS-denoTum,
KOTOPBIN HE PEerrucTPUPOBANICS Y 3MOPOBBIX TOHOPOB. U3BecT-
Ho, uto PiMS He saBisieTcst heHOTUIIOM pHcKa aepunuta A1AT
U TIEpBUYHOU M(PU3EeMbI, OTHAKO OH MOXXET YU4aCTBOBAThH B IMa-
TOreHe3e accOUMUpPOBaHHBIX ¢ gepuuuroM AIAT crucTeMHBIX
BackyuToB [20].

Ta6nuuya 2 BocnanutenbHble Mapkepbl Yy 605bHbIX [TTA ¢ HOpManbHbIM U NATONOTMYECKUM
denoTunom A1AT, Mo

Moka3artenb HopmanbHblii heHoTun A1AT Matonoruyeckuit heHotun A1AT p
€09, Mmm/4 38,31£3,141 (n=35) 52,88+3,221 (n=8) <0,05
VposeHb CPB, mr/n 26,28+4,322 (n=35) 44,86+12,82 (n=7) HA
OUBpPUHOTeH, I/n 5,328+0,4415 (n=34) 6,984+0,8944 (n=7) HA
19G, r/n 11,96+1,052 (n=18) 16,23+1,798 (n=7) <0,05
IgA, r/n 2,131£0,1375 (n=18) 2,723+0,4310 (n=7) HO
IgM, r/n 1,846+0,6531 (n=18) 1,097+0,1957 (n=7) HO
C3, r/n 1,351+0,09418 (n=19) 1,893+0,2678 (n=4) <0,05
C4,r1/n 0,2400+0,02368 (n=19) 0,4300+0,03937 (n=4) <0,01

TpUmMedeHne. Hy — Pa3ninine HeoCTOBEPHO.
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BboiBOabI

1. B rpynme cucTeMHBIX BacKyJUTOB MaTOJIOTMUYECKUE
denorunsl A1AT vaie ooHapyxuBaroTcs y 6oabHbIX [TIA.

2. [1pu o6HapyXeHUM nmarojorndeckoro eHoruna A1AT
y 60osbHBIX ['TIA oTMeuaeTcst HebaronpusTHOe TeueHue 3a00-
JIEeBaHUSI C BBICOKMMM TTOKA3aTeJISIMU WHIEKCOB aKTUBHOCTH,
MOBPEXJIEHUS U C TEHACHLMEN K 0ojiee 4acTOMY BOBJICYEHUIO
B CUCTEMHBII MPOLECC XKU3HEHHO BAXKHBIX OPTaHOB U CHUCTEM,
YTO TpeOyeT AabHEHNIIIero HaKOTUIEH!SI KIIMHUYECKMX TaHHbBIX,
uzyuyeHust poau A1AT B maroreHese I'TIA u coBeplieHCTBOBa-
HMSI MEAMKAMEHTO3HBIX METOOB JieueHust neduimra AIAT.
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