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Pesiome

Do3uHODWIbHBIN rpaHysieMaTo3 ¢ noauaHruutoM (BI'TIA) — peakoe cucteMHoe 3a00JieBaHKUEe, KOTOPOE OTHOCUTCS KaK K IMIep303MHOMUIIb-
HBIM COCTOSTHUSIM, TaK U K BaCKYJIUTaM, aCCOLIMMPOBAHHBIM C aHTUHEUTPODWILHBIMY IIUTOTUIa3MaTudeckumMu antutenamu (AHLIA), u xapak-
TepusyemMoe TpaHyleMaTO3HbIM BocmajeHueM. Ilatorene3d DITIA ocrtaetcs HesicHBIM. BeposiTHO, 3T0 3abojeBaHue siBisietcss Th2-oro-
CPeIOBaHHBIM, a 03MHOMDUINS KPOBU U TKAHEH — ero MIaBHbIM AMarHOCTUYECKUI KpuTepuil. OTInuuTeIbHbIe TPU3HAKU U OCHOBHBIE 3 dek-
TOPBI TIOBPEKIEHUST OpraHoB B ciydae DI TIA — 370 HEKPOTH3UPYIOIVIT BACKYJIUT MEJIKMX U CPETHUX COCYIIOB, ACCOITMUPOBAHHBIN ¢ OPOHXUAITb-
HOIi acTMOIi1, 1 203uHOMGMIbHAs Tpoardepanus. [ToBpexaeHue sHa0Te s U BocnajieHue cocynoB npu DI TIA BeizBaHo AHLIA nytem akTuBa-
LMK TUPKYJIUPYIOIIMX HeldTpodwioB. B coorBeTcTBUM ¢ o6HapyxeHrnem AHILIA onucanbl 2 kinHu4eckux (eHoruna 3adoneBaHus: AHLIA-
HEraTUBHBIN € TIPOSIBICHUSIMU TUIIEPIO3UHOMDWINY (HanpuMep, JIerouHble MH(MWIBTPaThl U KaparoMuornatus) 1 AHLIA-TO3UTUBHBIN C KIMHU-
YeCKOW KapTMHOW BacKy/luTa (Hampumep, rIoMepyloHedpuT, Mypriypa U MHOXECTBEHHbIII MOHOHEBPUT), MOATBEPXKACHHbIC MO pe3yibTataM
THCTOJIOTUIECKUX U TeHOMHBIX MicciienoBaHuil. OMHAKO B KIMHUIECKON MPAKTUKE 3TU JIBA COCYIIECTBYIONUX MEXaHM3Ma Pa3esIuTh HEBO3MOX-
Ho. Ilenbto paboThl SIBUJIOCH MH(POPMUPOBAHHUE CIIELIMATMCTOB O COBPEMEHHBIX MpeACTaBIeHUsIX 00 203MHOMMIbHBIX 1 AHLLA-onocpeaoBaHHbIX
acreKTax MaroreHe3a, kiaccubukamy u kKimHniecknx deHoruno DITIA u mepcnexTuBax Oymymux uccienoBaHuil. 3akmodenne. OCHOBY
passutust DI'TIA cocraBisieT 203uHOGMIbHAS TUCHYHKIINS, TTPH KOTOPOI Y TTAIIMEHTOB C TEHETUUECKN IeTePMUHUPOBAHHOM MPEIPaCIIONOKeH-
HOCThBIO K pacnio3HaBaHMo aHTureHa AHILIA v BoisiBiaeHHbIX ayutensix HLA-DQ (Human Leukocyte Antigen DQ) BbIpabaTbhIBalOTCSI ayTOAHTUTENA
K MUEJIOTIepOKCHIa3e, a MO3IHee pa3BUBaeTCs abeppaHTHBIM ayTOMMMYHHBIN Tpoiiecc. TakuM oOpa3oM, ISl BBISIBICHUST MATOTEHETHYECKUX
MEXaHM3MOB M MOJIEKYJISIDHOM XapaKTepUCTUKU KIMHMYecKUX (eHoTunoB DITIA HeoOXoauMbl NaibHEHIIME KOMIUIEKCHbBIE MOCTTEHOMHbIE
uccrenoBanvisi. [1py BeISIBIEHUN MOJIEKYJISIPHBIX 9HIOTUTIOB U UIEHTU(UKAIIMYA HOBBIX OMOMapKePOB aKTUBHOCTHU U TEPANIeBTUIECKIX MUILIEHE
MOTYT YJIYy4IIUThCs AMarHoctrka DI TIA u pe3ynbraTel JeueHus .

KuroueBble c10Ba: 03MHOMWIBHBIN IPaHYJIeMATO3 C MOJIMAHTUUTOM, 303UHOMUIIBI, TUTIEP303MHOGUIbHBIE cuHApoMbl, AHIIA-accoumupoBaH-
HBIIl BACKYJIUT, MUEJIOTIEPOKCHUIA3a, IPOTeNHA3a-3, KIMHUYeCKue (PeHOTHIIHI.
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Abstract

Eosinophilic granulomatosis with polyangiitis (EGPA) is a rare systemic disease that can be classified as both a hypereosinophilic condition and an
antineutrophil cytoplasmic antibody (ANCA)-associated vasculitis and is characterized by granulomatous inflammation. The pathogenesis of EGPA
is not completely understood. It is likely that this disease is Th2-mediated, and blood and tissue eosinophilia serves as the main diagnostic criterion.
The hallmarks and main effectors of organ damage in EGPA include asthma-associated necrotizing vasculitis of small-to-medium vessels and eosin-
ophilic proliferation. Endothelial injury and vascular inflammation in EGPA is caused by ANCA via activation of circulating neutrophils. Two
clinical phenotypes of the disease have been described based on the detection of ANCA: ANCA-negative with manifestations of hypereosinophilia
(for example, pulmonary infiltrates and cardiomyopathy) and ANCA-positive with clinical signs of vasculitis (for example, glomerulonephritis,
purpura, and mononeuritis multiplex). Both phenotypes were confirmed by histological and genomic research. However, these two coexisting mech-
anisms cannot be separated in clinical practice. The aim of the article is to present current knowledge of eosinophilic and ANCA-mediated aspects
of the pathogenesis, classification and clinical phenotypes of EGPA, and consider prospects for future research. Conclusion. The development of
EGPA is based on eosinophilic dysfunction. This dysfunction means that patients with a genetically determined predisposition to recognize the
ANCA antigen and with HLA-DQ (human leukocyte antigen DQ) alleles produce anti-myeloperoxidase autoantibodies and later develop an aber-
rant autoimmune process. Further comprehensive post-genomic studies are needed to identify the pathogenetic mechanisms and characterize
molecular features of EGPA clinical phenotypes. The elaboration of molecular endotypes will lead to the identification of new activity biomarkers
and therapeutic targets that can improve the diagnosis of EGPA and the treatment outcomes.

Key words: eosinophilic granulomatosis with polyangiitis, eosinophils, hypereosinophilic syndromes, ANCA-associated vasculitis, myeloperoxidase,
proteinase-3, clinical phenotypes.
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D03MHOMPUIBHBIN IpaHyieMaTos ¢ mojuaHruuTom (DITIA)
TIpeCTaBIsIeT COOOM MOMCUCTEMHOE 3a00JIeBaHNE M-
MYHHOI CHCTEMBI, XapaKTepru3yeMoe HEKPOTUICCKAM
BOCITAJICHMEM COCYIOB MEJIKOIO M CPeIHEero Kaauopa
1 HAJTMYUEM LIUPKYIUPYIOLIMX ayTOAHTUTEN K LIUTOIIa3Me
Heittpoduios (AHILIA) [1, 2]. Hapsiny ¢ rpanyaemMaTo3om
¢ omaHruuToM (I'TIA) 1 MMKPOCKOITMIECKIM TTOJTAAHTH-
uroMm (MITA) on otHOCcHTCsI K AHLIA-accormmmpoBaHHBIM
BackynuTtaMm (AAB), HO oTIMYaeTCs HATMYKMEM Y MalUeH -
TOB TsLKeJ0i OpoHxuanbHOI acT™Mbl (BA), 203uHOMGUINMT
reprdepruIecKoil KpoBU M puHOCHHYycHTa [1, 3].

BriepBrie DI'TIA onucan B 1951 1. JIxxeitkooom Yap-
roM u Jlopoii Ctpocc (Hbio-Mopxk, CIIA). Tepmun
«QJIJIEPTUIECKUIT TPaHYJIeMaTO3 U aHTUUT» MOSIBUJICST Ha
OCHOBAHMU Pe3yJbTaTOB ayTOIICHH TAIIMEHTOB (1 = 13).
¥V Bcex manyeHToB HaOomannch Tsekenas bA, nuxopan-
Ka, 203MHOGUIMS KPOBU U TTPU3HAKU TPAHYIeMaTO3HOTO
HEKpOTU3Upyouiero Backynura [4]. Jluarnoctuyeckue
KpUTEpUHU 3a00JIeBaHUS TTOHAYATY BKIIIOYAIN 3 TIPU3HA-
Ka: 303nHO(MIbHAS MHOUIbTPALUSI, HEKPOTUUECKUIA
BaCKYJUT MEJKUX U CPEIHUX COCYIOB, 0Opa3oBaHUE
BHECOCYIUCTON rpaHyieMbl. [TOCKOJIbKY Y MallMEHTOB
HaOJIIoIaJICs IIMPOKUIA pa3dpoc CUMIITOMOB U HE BCET-
Ia OOHaPYKMBAIMCH BCE MEPEUYNCICHHBIC KPUTEPUH,
B 1984 r. npemyioxeHo onpeaeneHre cuHapoma Yapra—
Crtpocc, oCHOBaHHOE Ha Hajiuuuu bA, so3uHoduInm
kpoBu (> 1 500 kJ1eToK / MKJT) M BACKYJIUTA C TOPaKeHUEeM
KaK MUHUMYM 2 BHEJIETOUHBIX opraHoB [5]. Hemoctatkom
9TOTO IOX0/1a CTajia 3amo3/ajas ITMarHocThKa 3a0oJieBa-
HUST — U3-3a OKUIAHUSI TIOpakeHUsl > 2 OpraHOB MOTJIN
OBITH MMPOTYIIEHBI paHHUE MPU3HAKKU 00JIe3HU ¢ 0oJice
0JIATOTNTPUSITHBIM ITIPOTHO30M.

AMepUKaHCKOI Kollerneil peBMaToI0roB (American
College of Rheumatology — ACR) B 1990 r. npemioxeHbl
HOBBI¢ KJTaCCU(bUKAIIMOHHBIC KpUTepHH. JIJIsT TMarHocT-
KM 3a00J1eBaHUsI HEOOXOAMMO ObLJIO HAJIMYKME Y MTallMeHTa
XOTs ObI 4 U3 ciieAyromux 6 mpu3HakoB: BA, MUTpupyio-
11e JIeTOUYHble MH(MWIBTPATHI, MTOPaXXeHNE OKOJIOHOCO-
BBIX T1a3yX, MOHO- WJIU TIOJIMHEUPOITATHS, S03MHOMDUITIS
nepudepuyeckoit kposu (> 10 %), 203uHODUIbHbIE MH-
¢uibTpaThl B OMonrarax TkaHen [6]. CriennuduIHOCTh
JAHHBIX IMarHOCTUUECKUX KpUTepueB coctaBuia 99,7 %,
YYBCTBUTEIBHOCTb — 85 %.

Ha MexnynaponHoit KoHdepeHmu B Yanen-Xwie
(CIHA, mrat CeBepHas Kaponuna) B 1994 r. BeipaboTaH
KOHCeHcyc, B koTopoM cuHapoM Yapra—CTpocc ornpene-
JIeH KaK «303MHO(DMIBHOE TPaHyJIeMaTO3HOE BOCITaJICHHE,
Topaxarolee IbIXaTeIbHbIe MyTH, 1 HEKPOTU3UPYIOIINIA
BaCKYJIUT COCYI0OB MEJIKOTO U CPeIHero Kaanuopa, CBI3aH-
HbIi ¢ BA 1 s03uHOMUIMEN IEpUdEPUUECKOil KpoBU» [6].
DT0 ompeneleHNe NCKITI0YaI0 HeOOXOIUMOCTh IIPOBEIe-
HMS OMOTICUM 1, CJIEIOBATEIbHO, BOBMOXKHOCTb BBISIBJISITH
paHHue caydyau 6oJe3Hu rpu BA 1 303uHOGUINT KPOBU.

B 2012 r. HoMeHKI1aTypa CUCTEMHbBIX BACKYJIUTOB ObLTa
repecMoTpeHa, HazBaHue «cuHapoM Yapra—Crpoce»
6b110 3amMeHeHo Ha TepMuH «DI TIA» u 3aboneBaHue cTano
OTHOCUTHCS K AAB.

Atuonorus

Tounas aTroNOrNs 3a00IeBaHNUs HeM3BECTHA. B mmocien-
Hee BpeMsI IIPeNIPUHUMAIOTCS TIOTTBITKHU KJIacCU(UITIPO-
BaTh KnHn4eckue peHotunnl DITIA o Hanuuuio uau
OTCYTCTBUIO BACKYJINTA, YTO HECKOIBKO ITPOTUBOPEUUT
HoMmeHkgatype. Kak npasuio, AHIIA-no3uTuBHbIE Na-
LKeHTHI (0K0J10 40 %) uMeIoT (PEHOTUIT BACKYJIUTA, Y HUX
yale HaOJIoAaoTCsa MUAITHS, MUTPUpPYIONIas Moauap-
TpaJITHS, TIOTePsI MACCHI TeJIa, MHOXKECTBEHHBIIT MOHOHEB-
put (MH) 1 mopakeHue MoYeK B BUIE CEPIIOBUIHOTO MU
HEKpOTU3UpYIoNIero riiomepyioHedpura. M Haobopor,
CepOHeraTuBHbIE MALIMEHThl, KaK MPaBuiIo, UMEIOT 30-
3UHOMWIBHBIN (PEHOTHUII, Y HUX Yallle BCTpedyaeTcs Kap-
nuomMuonartus [3].

Onnako Hannyue AHIIA — He aOCOMIOTHBIN TTOKa-
3aTelib TSKECTH Backy/uTa. [1o JaHHBIM MccaenoBaHus
V.Cottin et al. moka3aHo, 4to oKoJio 47 % malueHToB
¢ OI'TIA umenu cepoHeraTUBHBINA BacKyaut, 29 % — 1o-
noxureabHsie AHILIA k muenonepokcumase (MITO) 6e3
BacKyJIMTa, U, BEPOSITHO, Y 41 % Bcex maliMeHTOB HabJII0-
Jajicsl He BaCKYJIUT, a 03UHOGMWIbHAS UHOWIbTPALIUS
TKaHei [7]. [ToaToMy aBTOpamMu MpeaIoKEHO BblAeIeHUE
noarpyrmbl DI'TIA ¢ mpru3HakaMu BacKyiauTa.

®eHomunb! gackynuma

Xapaxmepuvie omauuus:
* TIOATBEPKAECHHbBII OMOIICHUe HEKPOTU3UPYIOIIMIA Bac-

KYyJIUT JI0OOTO OopraHa;

* TONTBEPKIEHHbI OMOICHelt HEKPOTUUPYIOLIUIA UIN

CEPITIOBUIHBIN TTIOMEPYIOHEDPUT;

* najbnupyemas nypnypa;
*  QJIbBEOJIIPHOE KPOBOUBIIUSIHUE;
* KOpPOHApHBII1 apTEPUUT, BbI3bIBAIOLIUI MH(APKT MUO-

Kapzaa.

Cyppoeambi:

* reMmatypus ¢ uuauHapamu (> 10 %), nucmopdHbie

SPUTPOLIUTHI U / UK OEJIOK B MOYE;

*  JICMKOLMTOKJIACTUYECKUMN KAITMJUISIPUT;
+ MH;
* Hanuuue AHIIA.

OcrajabHbIC TALMEHTH UMEIOT 03MHOMMIBHEBIN (e-
Hoturt BA. BaxxHo pacrio3HaTh 3Ty IpyIIy Ha paHHEl
CTaauu, OCOOCHHO TMPU HATMUYUU MUOKapIuTa 6e3 apy-
rMX MPU3HAKOB BacKyauTa. YpeaMmepHasi 3aBUCUMOCTh
OT HAJIMYUS BacKyauTa mjist auarHoctuku DI TIA moxet
MPUBECTHU K MPOIMYCKY MALIMEHTOB C 503MHOMMILHOM BA,
IIJIST KOTOPBIX 3(p(peKTUBHA CBOEBPEMEHHO HavaTasl Tap-
reTHas Teparusl.

Ponb Th2-knemoxk

CylIecTBYIOT pa3IU4HbIe TEOPUH, YTO UMEHHO 3aITyCKaeT
AHOMaJIbHBINT UMMYHHBIN oTBeT Th2-Tumna mpu BITIA —
anieprusi, MHOEKIUU MUKPOOHBIX MENTUA0B, JeKap-
CTBEHHBbIE npenapathl. [IpeanonoxeHust oo auaepruu
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He TOATBEPAUINCH, HECMOTpPsI Ha BbicOKMe ypoBHU IgE:
TT0 JaHHBIM MCCJICIOBAHMI TTOKA3aHO, YTO TUTIEPUYBCTBU-
TEJIbHOCTb K ajljlepreHam umeetcs uiib B 30 % ciiydaes.
ITo3:xe ObLIa TIpeaIoKeHa TeOpHUsl CYTIepaHTUTEHOB, KOTO-
DbIe aKTUBUPYIOT OJTUTOKJIOHAIBHBINM POCT OMpPeAeIeHHbBIX
cyononysiuii T-knetok mpu DI'TIA [8]. UMetoTcs naH-
HbBIE O KOJIOHU3ALIMH JbIXaTeIbHBIX IMyTel acTieprujuiaMu
WJIM aKTUHOMMLIETaMU. Takke coo01Iaioch O BIUSIHUMU
Ha paszButue DI TIA HEKOTOPBIX JIeKapCTBEHHBIX Tpera-
paToOB, BKIIIOYAs TUAPATIA3WH, JIEBAMU30JI, MUHOLIMKIIAH,
MaKpPOJIUIBI, CYIb(haHMIAMUILI, TTPOIMITUOYPALIVIT U TH-
denmwrrnganronH [9—12].

B xone aHanu3a 6a3bl JaHHBIX YTIpaBaeHUs 110 KOHT-
POJTIO KaueCTBa MUIIEBBIX MMPOAYKTOB 1 JIEKAPCTBEHHBIX
cpenctB CIIA (Food and Drug Administration — FDA)
B 1996—2003 rT. NOSIBUIOCH IIPEANOI0XEHUE O BO3MOX-
HOW cBSI3U MexXay BodHUKHOBeHUeM DITIA u nmpume-
HEHUEM WHTHUOUTOPOB JICUMKOTPUEHOB (MOHTEIYKACT,
3acdupnykact): y nauneHtoB ¢ DI'TIA (n = 181) mono-
3peBaCh (papMakosorndyeckue Tpurrepsl, 90 % stux
MalMEeHTOB TOJyJyaJu aHTaTOHUCTHI JJEHKOTPHUEHOBBIX
peuentopoB (AJIP). XoTs corlacCHO HEKOTOPBIM yTBEp-
XKAEHUSIM, 3TO Morja ObITb MaHUecTauus 601e3HU
Ha ¢hoHEe OTMEHHI ImioKokopTukocTtepornos (I'KC) npu
Tsixenoit BA mocne Hauana npuema AJIP [13], cienyet
BCe-TaKu paccMOTpeTh Bonpoc 06 otmeHe AJIP B cBsizn
C X MOTeHIINAJIBHOM poJibio B maTtoreHe3e DI'TIA y ma-
LIMEHTOB ¢ 303MHOMUIBHON BA M MyJIbTUCUCTEMHBIM
MOPaXKEHUEM.

ITaTtoreneruueckasi poipb T-KJIeTOK B abeppaHTHOM
UMMYHHOM oTBeTe Tipu DI'TIA ObL1a TOTTOJTHUTEITLHO
JloKa3aHa HAIMYMEM MX CITeIIU(DUISCKUX KIOHATBHBIX
CyOmOInyIsILMiA, a TAKXKE YaCTBIMU POACTBEHHBIMU aJl-

PemopenupoBaHue
AbIxaTenbHbIX NyTeN
BponxuanbHas actma
G J

OHpoTenuansHas
BuchyHKUUA
Tpomb03bI

HelipoTokcnyHOCTL

AxtuBauus Th2

Puc. 1. MexaHuU3Mbl UMMYHOITaTOreHe3a 303MHO(MMIBHOTO TpaHyJIeMaTo3a ¢ MOJUaHTMUTOM: A — OIocpeoBaHHbIe 203MHOGMIamMu; B —

PE€OOBAHHLIE AYyTOAHTUTEIAMU K IIUTOILTIa3ME HCI‘/'ITIDO(Z]JI/UIOB

nensmu HLA (Human Leukocyte Antigen): HLA-DRBI1
04 u HLA-DRBI1 07 [14]. Kpome Toro, HaGatomaeTcs
MTOBBIIIIEHHOE COAeP:KaHNE B CBIBOPOTKE MHTEPICHKIHA
(IL)-10, xoTopslii ormocpenyeT nHruouposanue Thl-ot-
BeTa, TeM caMbIM ycuiauBas auddepeHIMpoBKy Th2-kie-
TOK. DTOT (peHOMEH OCOOEHHO XapaKTepeH JJIs1 CEpoHe-
ratuBHoro peHotumia DITIA [15].

Anupemuonorus

OTI'TIA — cawmubiii penkuii AAB: ero npenmonaraemas
pacrpoCcTpaHeHHOCTh BO BceM mupe — 10,7—14,1 ciy-
yaeB Ha 1 MJTH B3pocioro HaceneHus. B rienom B EBpore
exeroaHas 3a001eBa€MOCTb UM COCTaBJIsIeT 5—42 ciayJast
Ha 1 maH B3pocibix. [To nMerommes JaHHbIM, B T'ep-
MaHUu pukcupyercsa 7—14 ciyyaes, a B ABCTpaaIuu —
22,3 cnydyas Ha 1 miH B3pochbix. [Ipu ycTaHoBIeHUN
JIMarHo3a CpeTHUI BO3pacT MallMeHTOB cocTaBsieT 40—
50 nmet, HO UMetoTCs maHHBIe 00 DI'TIA B pa3HBIX BO3-
pacTHBIX rpynnax (4—74 roma). 'ennepHble pasauyns
3a00J1eBa€MOCTH He omnucansl [16, 17].

B oTimame oT BaCKyJIMTOB MEJIKHMX COCYIOB (IypITypa
lenneitna—I'enoxa, 6onesns KaBacaku), AAB y nereii
Bctpevatotcs penko. [onoxurenbabie AHLA npu DI'TIA
uMeloT okoJio 25 % nereii. HezaBucumo oT Bo3pacra, y na-
LIMEHTOB C 3TUM 3a00JIeBaHUEM 3HAYNTEIbHO TTOBBIIICH
ypoBeHb 203uHOMGmI0B 1 IgE. OnHako KIMHUYECKN y fe-
teit ¢ DI'TIA HabmomaeTcs 0ojiee BbICOKast 4acToTa Kap-
TUOMUOIIATUI 1 JIETOYHBIX MH(MUIBTPATOB, YEM Y B3pPO-
CJIBIX, Y pElIKO pa3BHuBaeTCs MHOXecTBeHHBIIT MH. Bosnee
BBICOKAasI PacTIPOCTPAHEHHOCTh CePACYHO-COCYIUCTBIX
3aboneBanuit mpu DITIA yBenuumuBaeT CMEPTHOCTh KakK
B IGTCKOM BO3pacTe, TaK U Y B3pOCbIX [5].

4
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MpaimupoBanue

AnbTepHaTUBHBIN NYTb
aKTVBaLMW KOMNNeMeHTa

% AxktuBaums S

MoBpexaexue
3HpoTenUs

o-(C5a

A - AHLIA-aHTUreH —( - AHLUA - Fe-peuenTop »4 - C5a-peuentop

oroc-

[Mpumeuyanue: OB — rnaBHbll ocHOBHOM Oenok; HAI® — HukotuHamuaaneHuHanHykieotuadocdar; DO — so3uHopunbHas nepokeunasa; DKb —
303UHOMDWIBHBIN KaTHOHHBIN 6estoK; DH — so3nHodwmnbHbI HelipoTokcnH; AHLIA — anTrHeiTpoMIbHBIE ITUTOIIIA3MaTHYECKIE aHTUTENA.

Figure 1. Mechanisms of eosinophilic granulomatosis with polyangiitis immunopathogenesis: A, mediated by eosinophils; B, mediated by antineu-

trophil cytoplasmic antibody
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Matodmanonorus

HMmmyHomarorene3 DI'TIA xapakTepu3syeTcst Tu00 TToBpe-
XKIEHUEM, OITOCPeIOBaHHBIM 303MHO(MUIaMU, TH00 Je-
CcTpyK1ueit angoTenus, BbizBaHHoit AHLIA (puc. 1) [18].

IMTatorene3 BI'TIA, onocpenoBaHHbBIN 203UHODU-
JlaMu, TokasaH Ha puc. 1A. beaku 303MHOMUIbHbBIX
IrpaHyJ — BBICOKOKATUOHHBIE COSAMHEHMUSI, 00J1amaro-
1€ CUJIbHON IUTOTOKCUYHOCTBIO. [ 1aBHBIN OCHOBHOM
o6enok (I'OB) cBsi3aH ¢ peMoaeIMpOBaHUEM JbIXaTelb-
HbIX TIyTe U BA, ¢hubporeHe30M U MPOKOATYJISTHTHOMU
aktuBHoCcThI0O. HAJIDH-0okcnmasza n s03uHOoGMIbHAS
nepokcuaasza (3I10) npoayuupyoT akTUBHbIE (POPMBI
KUCJI0pPOJa, KOTOPbIE CITIOCOOCTBYIOT SHAOTEIUATBHON
IUCGHYHKIIUT U TPOMO03y. D03MHOMDMIBHBIN KATUOHHBIM
6ennok (DKB) obnamaet KapaAMOTOKCUYHOCTBIO M MPOKOA-
T'YJISTHTHOM aKTUBHOCTBIO, BBI3BIBACT A€TeHEpalio HEPB-
HBIX BOJJOKOH. D03UHO(MUIbHBIN HelipoToKCUH (DH)
00J1agacT BeIpasKeHHBIM HEMPOTOKCUIECKUM IeCTBUEM
in vivo.

[Ipennonaraemas mocaenoBaTeIbHOCTb MOBPEKICHUS
SHAOTEUS, OMOCPENOBAHHOTO HEWTpodUuIaMu, Mpe-
craByieHa Ha puc. 1B. Hupkynupyoiiue HEUTpoPUibl
aktuBupytorcss AHILIA, BocnaauTe IbHBIMUA TIUTOKMHAMU
u daktopoM KomrmaemeHTa CSa. [IpaliMUHT MHAYLM-
pyet Bo3aeiicTBue aHtureHoB AHIIA Ha moBepXHOCTb
HerTpoduioB. Hupkynupytome AHIIA cBs3biBatoTCs
¢ aHTUTeHaMu yepe3 pparmeHT F(ab)2, mpoucxonut ak-
TUBALIMSI HEATPO(DUIOB MOCPEICTBOM B3aUMOAEHCTBUS
¢ peuenTopoM Fc. AKTUBMpPOBaHHBIE HEUTPOMUIIBI BbI-
CBOOOXIAIOT IIUTOTOKCUYECKHE (PepMEHTHI U (PaKTOPHI,
KOTOPBIC aKTUBUPYIOT aJIbTePHATUBHBIN IMMyTh KOMILJIE-
MeHTa, npoayuupyst CS5a, KoTopblii gajiee yCUiIuBaeT
npaiitMupoBaHue HeliTpodunos. AHLIA-akTuBUpoBaH-
HbIe HEUTPODWIIBI MAPTUHUPYIOT U IIPOHUKAIOT B CTCHKY
cocyza, Iie MOABEePTalTCsl OKUCIUTEIILHOMY B3PBIBY,
NerpaHyJsuu, HETO3Y U HEKPO3Y, BbI3bIBas MTOBPEXIE-
HUE DHAO0TEJHUSI.

Jo3uHounbl

HauanbHbiii Th2-omocpenoBaHHbBIE UMMYHHBIA OTBET
IIPOBOLIMPYET CKOIUIEHHNE S03MHOMIIIOB IO Kpaio BOC-
maneHus. [IpuBaeyeHre U aKTUBALIUST S03MHO(DUIIOB SIB-
JISIIOTCSI CJIEACTBMEM TTOBBIIIIEHHOTO CUHTEe3a, YCUJICHHOM
9KCTpaBa3alluy U JUTUTETbHOTO BBIXKMBAHUS B TKAHSIX-
vumeHsx. 1L-3 u IL-5, mpoxymupyembie Th2-mmMdbo-
LIMTaMU, SIBJISIIOTCS KJIFOUEBBIMU PETYJIITOPAMU CO3peBa-
HUS Y MUTPAIIMU 203UMHOMUIIOB, a TAKXKE UX BbKMBaHUS
B kKpoBu. Cozaep:xaHue IL-5 B CBIBOPOTKE TECHO KOpPEu-
pYeT ¢ aKTUBHOCTBIO 00JIE3HN U CHIKAeTCs TTOCIe Havajia
MMMYHOCYITpECCUBHOM Teparuu [19].

IMpu aktuBauuu Th2-UUTOKUHOB AMUTENNATbHbIE
U 9HJOTENUATbHbIE KIETKU CEKPETUPYIOT crieluduy-
HBIC 719 203MHOMUIIOB XeMOKWHBI, TaKEe KaK 20TaK-
cnH-3 (CCL26), CCL17 u CCL22, KoTOpbI€ AEMCTBYIOT
Ha CCR4-peuentopsl, obseryasi mpuBjieYeHUE 203U~
HodunoB 1 apdexkropHbix Th2-KIeTOK K opraHaM-MU-
IIEHSIM U TEM CaMbIM YCUJIMBasi UMMYHHBIN oTBeT [20].
B psine uccnenoBaHuii BBISIBJIEH MOBBIIIEHHbIN ypO-
BEHb 20TaKCHMHA-3 B CHIBOPOTKE 1 MTOATOMY IpeIIoXKe-

HO MCIOJIb30BaTh €ro B KaueCTBE MapKepa aKTUBHOCTHU
OITIA [21].

I'mctomormueckue manHbie ipu DI'TIA xapakTepusy-
I0TCSI HATMIMEM 203MHOMDUIBHBIX MHOWIBTPATOB B CTEH-
Kax MeJIKHUX U CPeIHUX KPOBEHOCHBIX COCYIOB U BHECO-
CYIUCTBIX TKaHeBbIX MpocTpaHcTBax. [Tpu DI'TIA ¢ octpo
BO3HUKIIVMU JIETOUHBIMU TIPOSIBICHUSIMHU XUIKOCTD
OPOHXO0ATbBEOJISIPHOTO JIaBaXKa boraTta 303MHO(MUIAMMU,
KakK IpU OCTPOM MM XPOHUYECKOM UAUOIIATUYECCKON
203UHOGMIbHON MHeBMOHUU. Takke HabIomal0TCsA
BHECOCYIMCTBIC 303MHOMDWIBHEIC TPaHYJIEeMbI, 0COOCHHO
B KeJTyIOYHO-KUIIIEYHOM TpakTe [22].

D03MHOGUIBI BBIIENSIOT KaTuoHHBIe 6enku (DKII,
BI10, I'Ob 1 DH), HenmocpenCTBEHHO YYacTBYIOLIUE B MO-
BpEXIEHUN TKaHEM, N IMTOKWHBI, Takue Kak [L-1, IL-3,
IL-5, Tpancdopmupyromnmii (pakTop pocra 6eta u pakTop
pocTa aHIoTenus cocynon. IL-5, B cBoto ouepenb, Urpaet
[JIaBHYIO POJib B CO3peBaHUHU, b bepeHIUPOBKE 1 Bbl-
XuBaHUU 303nHOGWIOB [23]. Ho 3TO HEe eNMHCTBEHHBIN
MeInaTop 303MHOMPUIBHON MHPUILTPALIMU TKaHEM,
0 YeM CBUMIETEJIbCTBYET Hasnuure B TKaHsIx ['Ob, BbI3biBa-
IOIETO pe3Koe CHUXeHMe ypoBHs [L-5, HecMoTpst Ha Jie-
yeHHe Meroau3yMaooM. I1L-4 u I1L-13 Takke sSIBISIOTCS
MMOTEHIIMATbHBIMU IIUTOKMHAMY UMMYHHOTO oTBeTa Th2-
npoduis U MOTYT UTPATh BaxKHYIO pOJib B MUHOUIBTpALIUN
TKaHel 1 IerpaHyJsiuuu 303MHoGUIOB [24]. Do3uHobu-
JiBI epudepraeckoii Kposu rpu DITIA skcripeccupyoT
IMOBEPXHOCTHbIE MapKephl aKTUBaLUK, Takue Kak CD69
u CD25, Hapsiny ¢ OTHOBPEMEHHBIM MoBbIIIeHUeM IL-5
u OKII B ceiBopoTKe [25].

AHUA

IMpumepHo y 40 % manuenTtoB ¢ DI'TIA Habnonaer-
CsI TIOBBIIIIEHHBIN YPOBEHB ITePUHYKIICAPHBIX aHTUTE
(p-ANCA). YpoBeHb LIUTOIIa3MAaTHYCCKUX aHTUTEI
CO CIen(PUIHOCTHIO K HEUTPO(PUIBLHOM MTpoTenHa3e-3
(c-ANCA) Takxxe MOXET ObITh MOBBILLIEH, XOTSI U TOPa3Io
pexe. B 3aBucumoctu ot atoro DI'TIA moapasnenserca
Ha 2 moatumna — AHIIA-nmo3utuBHbI 1 AHLIA-Heratus-
HbIil. KnuHudyeckuii (heHOTUIT PU 3TOM XapaKTepu3yeTcst
MOBPEXIEHUEM, OMTOCPEIOBAHHBIM 303MHOMDUIAMU WU
AHIIA, nmn KoMOMHALIMY 000MX MEXaHU3MOB (puc. 2)
[18]. Hamuune AHILIA KoppelunpyeT ¢ MOBBIIIEHHOM Ya-
CTOTOI OBICTPONPOTPECCUPYIOIIETO MAIOUMMYHHOT'O TJ10-
MepyJioHedpuTa, MHOXecTBeHHOro MH 1 montBep:kaeH-
Horo ouoricueit BackyinuTa. [TopaxkeHune JeTKUX SIBISICTCS
PE3yIbTaTOM IIPEUMYIIIECTBEHHO 303MHOMDMIBHOTO TTOpa-
>KEHUSI M BACKYJIMTA Pa3IMYHbBIX OPTaHOB. Y OOJIbHBIX 9TOM
TPYTIBI TAKXKE Yallle BCTPEYaloTCsl ajlbBEOJISIpHbIE KPO-
BOM3JTUSTHUSI.

I'mmoresa aByX CyOMOMYJISIINiI B KIMHUYIECKOM e-
HotunupoBanuu DI'TIA Oblia MoaATBEepKIeHA HE3aBU-
CUMBbIMU uccienoBaHusMu. Tak, npu uHpysuu MITO
AHIIA nuKnM MBIIIIaM C «BBIKITIOYCHHBIM» TeHOM Rag?2
HaO0II0IAIOCh PA3BUTHE TSDKEIOTO HEKPOTUIECKOTO U Cep-
MOBUIHOTO TiioMepyjoHedpuTa [26]. BoisiBieHa moBbl-
meHHas yactota reHa HLA-DRB4y AHIIA-n03UTUBHBIX
narnueHToB ¢ DI TIA. TTomydeHbl moKa3aTeIbCTBA POJIU
Th17-muMboUNTOB B BOSHUKHOBEHUH 1 TIOIIEPXKAHUHT
BacKyJuTa, ocobeHHo aucbananca mexay Thl17 u Treg-
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d i 3.

AHLA-HeraTuBHbI# TIA

AHLA-no3uTuBHbIN ATTA

Puc. 2. TlpeobaanaHue nopaxkeHus pa3JIMuHbIX OPraHOB U CUCTEM IPU CEPOHETraTMBHOM M CEPOTMO3MTUBHOM 303MHO(MUIBHOM TpaHyJeMaTo3e

C IMMOJIMAHTUUTOM

[Mpumeuanue: AHLIA — antuneiitpodunbHble uTOrUIazmMaruyeckue aHturena; DI TIA — 303uHOGUIBHBII TPaHyJIeMaTO3 C MOJTUAHTUUTOM.

Figure 2. The predominance of damage to various organs and systems in seronegative and seropositive eosinophilic granulomatosis with polyangiitis

kiaeTkaMu [27]. OnHako MOBpeXACHUE IHAOTENUS TIPU
AAB ornocpenoBaHo HeilTpoduiiaMu ¢ oOpa3zoBaHUEM
AKTUBHBIX (POPM KMCJIOPOA U MPOTEOJTUTUIECKUX (pep-
MEHTOB M3 IpaHyJI LIMTOILIa3MbI [28].

WUcTopusa Gonesuu u pusmnkanbHble JaHHbIE

Knununueckue nposiBnenust OI'TIA — cneacTBue 203MHO-
prbHON MHOMIBTPALIK TKAHEHN MW BACKYJIUTA MEJTKIX
U CpeIHUX cocynoB. TeueHMne 00Ie3HN XapaKTepU3yeTcs
TpeMms (pazaMu, KOTOpbIe He 00s13aTETbHO UMEIOT YETKOE
MPOSIBJIEHUE U B PsIlie CyYaeB AaKe MOTYT IepeceKaThCsl.

B niepBoii, npoapomanbHoii ¢haze 0OBIYHO HAOJI0-
JAIOTCST HEIOMOTaHMe, INXOPaaKa, MUTPUPYIOIINE apT-
pasirMy U TIOTEPsI MacChl TeJla, a TakxKe Tskenas bA, ko-
Topasi He KOHTpOJIUpyeTcst 0a3ucHoii Tepanueii. Pacripo-
CTpaHEeHHast MAAJITHS U TTOJIMAaPTPAJITHs 3apeTUCTPUPOBa-
Hbl Yy 37—57 % nauuenTos ¢ DI'TIA, ocobeHHO B Havyaje
3a00seBaHusA. CO CTOPOHBI BEPXHUX IbIXaTeJIbHBIX ITyTEi
YacTO BCTPEYAIOTCS POSIBICHUSI XPOHUYECKOTO PUHOCH -
nycura (47—93 %) v nonunosa Hoca (62—77 %). OgHako
Habmonaembie ipu ['TIA rpaHysieMbl HOCa, 9pO3UM, KOPKU
1 HOCOBbIE KpOBOTeUeHUST OTCYTCTBYIOT rpu DI TIA.

Bropas ¢aza xapaktepusyercs: 203MHOPUIBHBIMU
WHOUIBTpaTaMU B OpTaHaX-MUIIECHSIX HAPSIIY C 203MHO-
dunmeii mepudepmnaeckoit KpoBu. OOBITHO BBISIBIISIOTCS
HeOoblIe MHOWIBTPATH B IepUpepUISCKUX OTAETaxX
JIETKUX, 903UHO(MUIbHBIN raCTPOIHTEPUT U CEPO3HbBIN
BBITIOT.

Backymur xapakrepusyer 111 a3y, u ero pa3sutie Mo-
JKeT 3aHATH OT 3 10 9 jieT ¢ MoMeHTa Havana BA. Otouyn-
TeJIbHAs yepTa 3Tol (ha3bl — HEBPOJOTMUYECKHUE CUMITTOMBI.

PecnupamopHble nposienieHus

HecmoTps Ha pazHooOpa3ue KIMHUYECKUX MTPOSIBICHUIA
3abosieBaHus, BA B mpoapomManbHoii haze DI'TIA BcTpe-
qaercst B 96—100 % ciyyaeB 1 0OBIYHO MaHU(DECTUPYET
B Bo3pacte 35—50 net. Y maumnenTosn ¢ DI'TIA, kak npa-
BUJIO, pa3BuBaeTcst BA ¢ 203MHOMUIBHBIM (PEHOTUTIOM,
B OOJIBIITMHCTBE CJIy4aeB OHA COMPOBOXIACTCS PUHOCH -
HYCUTOM U IOJIMIIO30M HOCA. XpOHUYECKUIT PUHUT SIB-
JisieTcst HauboJiee YacThiM BHEJIETOYHBIM MPOSIBICHUEM,
BCTpeyarommnmMmces mpumMepHo y 75 % 6oabHbIx DITIA.

BA B Takux ciiydasix uMeeT Iporpeccupyloliee teue-
HMeE U 4acTo crepouno3aBrucumast. 1o 75 % mauueHToB HY-
Xnatores B Tepanuu cucteMHbiMu ['KC g moctmkeHnst
KoHTpoJisg Haj BA 1o moctanoBku nuartosda DI TIA. beuin
MPEATIOIOKEHNS O TOM, YTO HEKOTOPBIE TIperapaThl It
neueHust BA, Takue kak AJIP, ipoBoimpyrot Hagano DI TIA.
B HacTosIIee BpeMst cauTaeTcs, 4To 3T MperapaThl TO3BO-
Jsiiot cHu3uTh 103y 'KC y creponao3aBUCUMBbIX MallMeH-
TOB, HO TIPY 3TOM MOTYT TTOSIBJISITECSI CHMITTOMBI BACKYJIH-
Ta. Jlaxke Mpu TOCTIDKEHNH MEIMKAMEHTO3HOTO KOHTPOJIS
HaJ ApYrUMU cucTeMHbIMU TIposiBieHusiMu DI TIA BA, kak
MPaBUJIO, OCTAETCSI HEKOHTPOJUPYEMOIi, YTO HETATUBHO
CKa3bIBacTCd Ha KAUueCTBE JKM3HU MaIlMeHTOB.

I[TomMuMoO anmeprudecKuX MPOSIBICHUNA CO CTOPO-
HBI BEPXHUX NBIXaTeJIbHBIX IMyTeH U 303UHOMDUIBHOMN
BA, 6poHxoJierouyHbie CUMIITOMBI MOTYT OBITh CBSI3aHbI
C 203UHODUIBHON MHGUIBTPALMEN TETOYHOW TKaHU
1 BacKyJIuTOM. B mepBbIX 2 KiMHUYecKnX a3ax 0oes-
HU 00BIYHO HAOTIOMAIOTCSI TPAH3UTOPHBIC JIETOYHBIC MH-
dunbTpaThl ¥ 203MHOMGUIMS, Toraa Kak B 111 daze vaiie
BCTPEYAIOTCST HEKPOTU3UPYIOIINIT BACKYJIUT M TpaHyJieMa.
AJBBEOJISIPHOE KPOBOM3IUSIHHE TIPEUMYIIICCTBEHHO Ha-
OromaeTcs y CepoIo3uTUBHBIX MTaleHToB ¢ DITIA, xots
1 HAMHOTO pexe, yeM y 00abHbIX ['TIA.

CepdeyHo-cocyducmeie 3abonesaHus

IMopaxkeHnue cepaua yvaie BcTpevaercs npu AHIIA-
HeraTuBHOM (eHoTurie DI TIA u BoIsIBAsSETCS B Cpe-
HeM y 62 % TalMeHTOB, XOTS KapAraJlbHble CUMITTOMBI
HabmonaTcs B 26 % cinydaeB. OHO BbI3BaHO KaK Me-
JMaTOpaMu, BbICBOOOXIAaEMbIMU U3 aKTUBUPOBAHHBIX
303UHOMWIOB, TaK U BACKYJIUTOM KOPOHAPHBIX apTepuii
U TIOpaXXeHreM Muokapna. Mruokapaur, B CBOIO OYepeb,
MPUBOIUT K MOCTBOCMAIUTEIbHOMY KapAUOCKIEPO3y
U PECTPUKTUBHOUN KapAMOMUOIATUN C PAa3BUTUEM 3a-
CTOMHOU cepaeuHOoi HeagocTaToOUHOCTU. CIEeKTp KIUHU-
YECKUX MPOSIBIIEHUI BapbUPYETCsI OT UIIEMUYECKOIT 6O-
JIE3HU Cep/lia, MePBUYHBIX aPUTMUI, KAPAMOMUONATUH,
OCTPOT0 KOHCTPUKTUBHOTO MEPUKAPAUTA U MUOKAPIUTA
JI0 03MHOGUIBHOTO TTepUKapaMaIbHOro BhimoTa. Mc-
T0JIb30BAHUE IXOKApAUOTrpadr 1 MAarHUTHO-PE30HAHC-
HOU ToMorpaduu Mo3BoJISIET CBOEBPEMEHHO BBISIBUTH
MaToOJIOTUIO CEPAla, B T. Y. HEOOPATUMbII XpPOHUYECKU I
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(hubpo3 1 KapaMOMUONAaTHIO, AaXe BHE aKTUBHOM (ha3bl
3aboneBaHus. [Ipu OTCYTCTBUM JieUeHUsI CepleYHble
nposiBiieHus mpu DI TIA cBSI3aHBI C IUIOXUM TTPOTHO30M
1 BBICOKOI CMEPTHOCTBIO [29].

IopaxeHue xenydoyHo-KuWEYHO20 Mpakma

Hawub6onee gacto nmpu DI'TIA BcTpeuaroTcst 303MHOGUIIb-
HBII TACTPOIHTEPUT U ME3EHTEPUATbHBIN BacKyIUT. OHU
MIPUBOJISIT K HeCITeUMUIECKNM cruMIIToMaM (60JTb B K-
BOTE, TOITHOTA, PBOTA U IHapesl), BIUIOTh A0 TSKEIBIX
OCJIOXHEHMH, TAKMX KaK KPOBOTCUCHHUE WJIM KUIIIETHASI
HEIMpPOXOAMMOCTb, BbI3BaHHASI MOACIU3UCTBIMU Y3J10-
BaThIMU 00pa30BaHUSIMH. BacKyIuT Me3eHTeprUaTbHBIX
COCYIIOB TIPUBOAUT K WUIIIEMUM KHUIIIEYHNKA, 00pa3oBa-
HUIO S13B B CJIM3UCTOI 000JI0UKE U naxke ee mephopalim,
YTO TpeOyeT NMPOBEICHUS TMarHOCTUUECKOM JarnapoTo-
mun. [TopaxkeHne cepo3HBIX 000JI09eK MOXKET BEI3bIBATh
503MHOMIIILHBIN ACIIUT U IEPUTOHUT. Penkue mposs-
JIEHUS BKJIIOYAIOT HEKPOTUYECKU HEKAJIBKYJIE3HbIA XO-
JICLUCTUT, TAHKPEATUT U 303UHO(MUILHOE 3a00JieBaHe
neueHu [30].

[amonoaus noyek

IMopaxeHue moyek BcTpedyaeTcs y 25 % mauumeHTOB
¢ OI'TIA, Ho Bo3HuKaeT pexe, yeM npu I'TIA [31]. Han-
0oJiee YACTBIM €T0 MPOSIBICHUEM SIBJISICTCSI HEKPOTHU3U -
DPYIOLIMI CepIOBUAHBIN IIIOMEPYIOHE(DPUT, XOTSI MOTYT
HaOJI0AAThCS OYaroBoe CKjepo3upyloniee 3abosieBa-
Hue, [gA-HedponaTus Uin 303MHOPUIbHBIN UHTEP-
CTULIMANBHBINA Heput. CUMITOMOM MOpakeHUS TTOYEK
Takke CIAYyXUT apTepuajbHas TUIepTeH3Ms, KOTopasi
Habmonaerca y 10—30 % naunentos ¢ DI'TIA [22]. B ue-
JIoM MopdoJiornueckass KapTHa He TaTOrHOMOHWYHA
1 3a4acTyio He no3BousieT otimunth DI TIA ot npyrux
BaCKYJMTOB, €CJIM OH HE COUeTaeTCsl C 903MHOMDUIb-
Holi BA, s03uHOdMIMEN WU IPYTUMU CUCTEMHBIMU
MIPOSIBIICHUSIMH.

IopaxeHue HepeHol cucmemsl

[TaTonorust HEPBHOI CUCTEMBI OTHOCHUTCSI K HanboJee
YaCTBHIM MPOSIBIIEHUAM U HabogaeTcs mpumepHo y 40 %
o6onbHbIX DI'TIA. BackyauT LieHTpaJlbHOM HEPBHOI CHUC-
tembl (LIHC), BbI3BIBatOIIMI LIepeOpaibHble MHDAPKTHI
WK KPOBOM3IUSAHUS, cocTaBisieT 10—39 % HeBpoJio-
ruueckux Hapymenuii mpu DI'TIA [32]. B pesynbrare
MHOX)ecTBeHHOro MH wiu cmelnanHoi ceHCOMOTOPHOM
riepucdeprIecKoit HePOMaTUM MOTYT BO3HUKATh Tape-
3bl (ITOBUCAHUE) CTOMBI WU 3ansdcThsi. Haubomnee ya-
CTO B ITIOpakKeHMe BOBJIEKAIOTCS 001U MaIoOepLIOBHI
Y BHYTPEHHU I MOJAKOJEHHBI HEPBbI, a TAKXKE JIyUyeBbIE
u jokTeBbie HepBHI [28]. [Tepudepuueckas HeliponaTus
HaGmonaercs B 75—80 % cinyudaes. [lapanuuu yepemn-
HO-MO3TOBBIX HEPBOB BCTPEYAIOTCS PEIKO, HO OMMCAHBI
MopakeHUe 3pUTEIbHOTO, TJ1a30ABUTaTeIbHOTO, OTBO-
JSIIIET0 W MPeaIBepHO-YJIUTKOBOTO YePETTHbIX HEPBOB:
B YACTHOCTH, UIIIEMUYCCKUI HEBPUT 3pUTECILHOTO He-
pBa — HamboJIee pacIpOCTPaHEHHOE TTOpaXXeHNe Kpa-
HUanbHOM HelponaTtuu. [Ipeanonaraercs: Takxke, 4To

BETETAaTUBHBIE HEUPOIIATUU SBJSIIOTCSI OCHOBHOM MpU-
YUHOU cepAevyHoi apuTMuu y naureHtoB ¢ DI TIA [33].

HeBponornuecke CMMIITOMBI He BIUSIOT Ha BBIKH -
BaeMOCTb MAIlMeHTOB, HO 3HAUUTEIBLHO YXYAIIAIOT (hU3M-
YECKYI0 aKTUBHOCTb M KAYeCTBO XM3HU. BolbIIMHCTBO
U3 HUX, 32 uckIoueHreM Backyauta [THC, xopouio Ky-
MUPYIOTCS CTaHAApTHOM Tepanueil. [Ipu XxpoHuueckoi
pe3uayanbHoM reprdepudecKoit HepoIaThuu y mauueH-
ToB ¢ DI'TIA a3 pekTuBHO MpUMEHeHEe BHYTPUBEHHOTO
WMMYHOTJI00y/1rMHa [34].

Lpyaue opeaHbi

JlepmaTojioruyeckue mposiBlIeHUsT HaOII0aal0TCs y 00JIb-
mreit yactu 60sbHBIX DI TIA. HeTpoMbounToneHn4eckas
majgbnupyemMas ImypIrypa — HauboJiee 9acToe KOXHOE
nposiBieHue. Takke Ha KoxKe OOHapyKMBalOTCsI BHECO-
CYIMCTbI€ IpaHyJIEMbl U U3MEHEHUSI, XapaKTEePHBIE s
JICHKOIIUTOKJIACTUIECKOTO BacKyanTa. Habmomarorcest
y3eJIK1 Ha KOXe TOJIOBHI, YpTUKAPHAS ChIITb, MH(PaPKTHI
KOXU U PETUKYJISIPHBIE JIUBEO.

Cpenu MeHee pacrpoCTpaHeHHbIX TOPaXXeHU APYTUX
OPTaHOB BCTPEYAIOTCS OKKITIO3MS LIEHTPATLHOM apTepru
CeTYaTKU U BEeH, TPOMOOIMOOJIUS, TTOPAXKEHUE CITIOHHbBIX
JKeJie3 UM BaCKYJUT MOJIOYHOM Xenessl [35].

3akntoyeHue

OI'TIA npeacrasisieT coO0it MyTbTUCHCTEMHOE 3200J1eBa-
HME C IBOSIKUMM TTaTO(PU3NOJIOTMIECKUMI MEXaHN3MaMH,
OCHOBaHHBIMU Ha 303uHO(UILHOM Wi AHIIA-accoun-
WPOBAHHOM ITOBPEKACHUU MEJIKUX U CPETHMX COCYIOB.
TpyaHOKOHTpoOJIMpyeMasi, HECMOTPsI Ha TPaAAULIMOHHYIO
Tepanuio, 2303MHoGUIbHAs BA B TeueHUe HECKOJIbKUX
MecCsIIIeB, PUHOCUHYCHUT, KApAMOMUOIIATHSI, TTATOJIOTUS
nouek uaun KKT mo3BoJisitoT 3anog03pUTh HaJIUu4dune
y nauveHTa OI'TIA. B KiMHMYeCcKO# NMpakTUKe OObIYHO
He TTPOMCXOIUT YETKOTO pa3desIeHUs 3TOT0 3a00JIeBaHUS
Ha ¢peHotunbl (AHILIA-HeratuBHbI 1 AHLIA-n03uTHB-
HBIIA), T. K. B 00CHX MOATPYIIIAaX NUMEIOTCS OOIINe KITMHU-
YyecKue, aToJIOrMYecKue v TeHeTUYeCKre 0COOEHHOCTH.
Hamnpumep, mpu3HaKy, TUTTMYHBIC 71T BACKYJIUTA, TAKWE
KaK TJIOMePYJIOHePUT MJIU IIOJTMHEPOITaThsl, MOTYT Ha-
omonatbesa u ipu AHLIA-HeratuBHOM, 1 ipu AHITA-
no3utuBHOM peHoTure DI'TIA. nu y omHUX MaliMeHTOB
MIPEBATUPYIOT TsKEbIe aCTMAaTUUYECKUE TTPOSIBJICHUS,
ay IpyruxX B aHaMHe3e UMeeTCs aJuIeprisl, He3aBUCHMO
ot AHIIA-cTaTyca.

MoXHO MpenmnojoXuTh, YTO B OCHOBE Pa3BUTHUS
OI'TIA nexuT 303uHOMUIbHAs AUCHYHKIMS, TPU KOTO-
poOii Y MAallMEHTOB C TEHETMYECKHU ACTCPMUHUPOBAHHOM
MIPeIpacIioOXEeHHOCTHIO K PaCIIO3HABAHMIO aHTUTEHA
AHIA n umeromux HLA-DQ-aienu, BeipadaTbiBaloTCs
ayroanturesna K MITO, a mozaHee pa3BuBaeTcst abeppaHT-
HBII ayTOMMMYHHBI TIpoliecc. KpoMe Toro, He ciemyer
MepeoLieHMBATh KJIMHNYecKoe 3HaueHne Hamnunsg AHLIA.
Heobxonumbl nanbHeiiie KOMIJIEKCHbIE ITOCTTEHOMHBIE
HCCIIeNOBaHMS (SITMTEHOMUKA, TPAHCKPUIITOMKKA, TTPO-
TEOMHUKA ¥ METaOOJIOMMKA) JIJIsT BEISIBIICHUS TTATOTCHETH -
YeCKUX MEXaHMU3MOB M MOJICKYISIPHOM XapaKTepUCTUKHU
kauHndeckux peHotunoB DITIA. BrisiBieHue Moieky-
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JISPHBIX 9HIOTUIOB MO3BOJIUT UASHTU(ULIMPOBATH HOBbIE
Ouomapkepbl aKTUBHOCTU 00JIE3HU U TepaleBTUUYeCKUe
MUILIEHU, KOTOPbIE MOTYT YJIYUIINUTh AUATHOCTUKY U pe-
3yJIbTATHI JIeueHUsT mauueHToB ¢ DITIA.
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