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KNHHUKO-UMMYHONOrM4eCKUe BapHaHThl
AHLA-accouMupoBaHHOr0 CUCTEMHOTO
BAaCKynuTa: B (DOKYCe MHTEPCTULMANbHbIN
(hubpo3 nerkux npm MUKPOCKOMUYECKOM
NONIMAHTUNTE C TUNEPNPOAYKUNEH aHTUTEN
K MUenonepokcupgase U pesMaTtouHoro
thakTopa. CoocTBeHHoe HabnwpeHue

MW o630p nutepatypbl

T.B. beketoBa'??, 0.A. lonoBuHa', A.C. ABpeeBa’

B 3aBUCUMOCTH OT 3MUTOMHOM CreUU(PUIYHOCTA AaHTUHEUTPOMPUIBHBIX IUTOTUIa3MaThUecKuX anturesn (AHLIA)

U HaJIMY¥sI WIK OTCYTCTBUSI TPAHYJIEeMaTO3HOI BOCHIAIUTEIbHOM peakiny nanueHtsl ¢ AHLIA-accounnpoBaHHbBIMU
cucteMHbIMU BacKyiutamu (CB) 1eMOHCTPUPYIOT BaprabeIbHOCTh KIIMHUYECKOTO TEYEHUST U ITPOTHO3a 3a001eBa-
HUSI, YTO OMpEAEsieT HEOOXOMUMOCTh BbIASIEHUST KITMHUKO-UMMYHoNornueckux dhenorunoB AHLIA-CB u nep-
COHUG(ULIMPOBAHHOTO MOAX0A K JiedeHU0. OCOOEHHOCTHIO MUKPOCKONTMYecKoro nojauanruuta (MITA) ¢ runep-
MpOAyKIIMei aHTUTeN K Muenonepokcuaase (MI1) siisieTcsi OTHOCUTEIBHO BBICOKASI YaCTOTA MOPAKEHUST JIETKUX

B MaHu®becTHYO (hasy 60JIe3HU ¢ BO3MOKHOCTBIO Pa3BUTHSI MHTEPCTULIMATBLHOTO (hubpo3a nerkux. [IpencraBieH
ciyyaii MHTepCcTULIMabHOTO (hubpo3sa jgerkux npu MITA ¢ runepnpoaykuueii anturesn Kk MIT u peBMaTongHoro
akropa. O6CyknaloTCs JaHHBIE JIUTEPATypPhl U MOAYEPKHYTa BaXKHOCTh BKItoueHus1 AHLIA-CB B Kpyr iuarHocTu-
YEeCKOTro MOUCKa y MalMeHTOB C 1e0I0TOM MHTEPCTULINATBHOM MHEBMOHUK U paHHUM apTputoM. [1pu sToM TpebyeT-
cs1 TUJTAHOMEPHOE 00C/IeIOBaHUE MAIIMEHTOB /ISl BBISIBICHUSI TATOTHOMOHMYHBIX KIIMHIUYeCKUX pu3HakoB AHLIA-
CB, a Takxe ero BApMaHTOB, MPOTEKAIOLINX OecCUMNTOMHO. MMyHOIOTHUecKoe 00cieoBaHue ¢ 00sI3aTebHBIM
ompeneneHueM anutonHoi cretubuaHoct AHLIA crienyer BBIMOMHSTH 10 HA3HAYEHUS UMMYHOCYTIPECCAHTOB.
PaccMaTpuBaoTCs BO3MOKHOCTH Teparuu, BKIOYasi IPUMEHeHHe puTyKcumMaba, MukodeHonara ModeTiia u H1H-
TenaHuoa.

Kirouebie ciioBa: AHLIA-accormpoBaHHbBIN CUCTEMHBIIT BACKYJIUT, MUKPOCKOITMUYECKHIA OTUAHTUUT, aHTUTEIa

K MUEJIONEePOKCUIA3e, MHTePCTUIIMATbHBIN (MOPO3 JIETKMX, PEBMATOUIHBIN apTPUT, PEBMATOUAHBIH (HDaKTOp, aHTU-
Teaa K HUKIMIECKOMY [IUTPYJUTMHUPOBAHHOMY TETNITUILY

Jlns nurupoBanus: bekeroa TB, lNonoBuna OA, ABneeBa AC. KiumHuko-uMMyHoorndyeckre BapuanTsl AHLIA-
aCCOIMUPOBAHHOTO CCTEMHOTO BACKYJIUTA: B (DOKYCe MHTEPCTUIIMANBHBIN (GrOPO3 JTETKUX P MUKPOCKOTTYE-
CKOM MOJIMaHTUUTE C TUTIEPIPOAYKIINEHt aHTUTEN K MUEJIONEePOKCHaa3e u peBMatouaHoro dakropa. CobcTBeHHOE
HaboeHue 1 0630p utepatypsl. Hayuno-npakmuyeckas peemamonoeus. 2023;61(1):62—69.

CLINICAL AND IMMUNOLOGICAL VARIANTS OF ANCA-ASSOCIATED SYSTEMIC VASCULITIS:
A LOOK AT THE PULMONARY FIBROSIS IN MICROSCOPIC POLYANGIITIS
WITH ANTI-MYELOPEROXIDASE ANTIBODIES AND RHEUMATOID FACTOR.
LITERATURE REVIEW AND OWN OBSERVATION

Tatiana V. Beketova'??, Oksana A. Golovina', Anastasia S. Avdeeva'

Depending on the epitope specificity of antineutrophil cytoplasmic antibodies (ANCA) and the presence or absence
of a granulomatous inflammation. Patients with ANCA-associated vasculitis (AAV) show variability in clinical mani-
festations and prognosis depending on the epitope specificity of ANCA and the presence or absence of granulomatous
inflammation. In this regard, it is important to identify the clinical and immunological phenotypes of AAV and a per-
sonalized approach to treatment. Microscopic polyangiitis (MPA) with antibodies to myeloperoxidase (aMPO) has

a relatively high incidence of lung involvement and pulmonary fibrosis. We present our own clinical case of pulmonary
fibrosis in MPA with aMPO and rheumatoid factor. Literature data are discussed. In cases of early arthritis and inter-
stitial pneumonia, the possibility of AAV should be considered, a detailed examination is necessary to identify pathog-
nomonic signs of AAV, including asymptomatic ones. Before prescribing immunosuppressants, the epitope specificity
of ANCA should be determined. Treatment with rituximab, mycophenolate mofetil and nintedanib is discussed.

Key words: ANCA-associated vasculitis, microscopic polyangiitis, anti-myeloperoxidase antibody, pulmonary fibrosis,
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CucrtemHble BackynuTsl (CB), acconimupoBaHHble ¢ aH-
TUHEUTPODUIBHBIMA  ITUTOIIA3MATUUECKUMU  aHTUTeJIaMU
(AHLIA), oTHOCATCSI K TSXeJbIM ayTOMMMYHHBIM 3a0o0JieBa-
HMSIM C MOJMOPTaHHBIM MOPaXXEHUEM M COXPaHSIIOT CBOE 3Ha-
YeHMe KakK OJHA U3 BaXKHEUIIMX MPo0OJIeM MpaKTUYeCKOi peB-
MaTOJIOTMHU. DTa rpyrria 3a00J1eBaHUi1 BKIIIOUYaeT I'paHyJIeMaTo3
¢ nonuanruutoMm (I'TIA), MMKpPOCKOMUYECKMI MOJMAHTUUT
(MITA) u 203MHOMDWIBHBIN I'paHyJIeMaTo3 C TMOJUAHTUHUTOM
(OI'TIA), KoTOpble OOBEIMHSIOTCS KITIOYEBOM IAaTOTeHETH-
yeckoil posnbio AHLIA u npeuMylieCTBEHHBIM TOpakeHueM
COCYIIOB MEJIKOTO Kanubpa (KanmuuisipoB, apTepuoJi, BEeHYI,
MEJTKVMX apTepuii) U XapaKTepU3yIOTCsI CIIOXKHBIMU ITATOTEHETH -
YEeCKMMU MeXaHU3MaMM C BaprabeIbHOCTBIO SITUTOITHOM CIie-
muduuHoct AHLIA k npoteunase 3 (ITP3) uiu Mmuenonepok-
cunaze (MIT) [1-3].

B 3aBucuMocTu ot anuTornHoi crietupuaHoct AHLA
U HAJIMYMST UM OTCYTCTBUSI TPaHYJIeMaTO3HON BOCIAIUTENb-
Hoi peakuuu 6osibHbie AHILIA-CB nemMoHCcTpupyloT Bapua-
0eIbHOCTD KJIMHUYECKOTO TeUEHUSI U TIPOrHO3a 3a00IeBaHUS
[2—5], uTo ompenenseT HEOOXONUMOCTb BBIACIECHUS] KIMHU-
Ko-uMmMmyHoJorndeckux penornnos AHLIA-CB u mepconu-
(GUIIMPOBaHHOTO TTOAX0Ia K JieueHU0. OcobeHHOCTRI0O MITA
¢ rurnepriponykiueit anturen K MII gBisieTcs: OTHOCUTENb-
HO BBICOKAasl 4acTOTa TMOPaXeHMS JIETKMX B MaHUMECTHYIO
a3y 00s1e3HU C BO3MOXHOCTBIO Pa3BUTUSI UHTEPCTULIMATb-
Horo ¢ubpo3a JIeTKUX B cxone aabeeonuTa [5S—19]. [1pu atom
JIETOYHBIN GUOPO3 MOXKET MPEAIECTBOBATh PA3BUTUIO APYTUX

nposienenuit MITA co cpenHum untepsaiom 13 (5—120) me-
csueB [8—11, 19]. Bmecte ¢ TeM B KJIMHUYECKOW MpPaKTH-
Ke BO3MOXHOCTb Takoro BapuaHTa AHILIA-CB Hemoole-
nuBaetcsi. Kpome toro, y 30—50% manueHTOB ¢ aKTUBHBIM
AHIIA-CB B cbIBOPOTKE KPOBU MOXET MPUCYTCTBOBATH PEB-
MaTtounHkIi paktop (PD) [5, 20—27], onmucansl caydan MITA
C TUTIEPTIPOAYKIINE] aHTUTEI K MUKJIMIECKOMY [IUTPY/UTMHU -
poBanHomy mentuny (ALLILLIT) [5, 21—23], uro umeeT 6OJIb-
1oe KIIMHNIecKoe 3HaYeHNe, TTOCKOJIbKY MOXET CII0COOCTBO-
BaTh OLIMOOYHOI TMAarHOCTUKE peBMaTouaHOro aptputa (PA)
¢ TopaxkeHueM Jierkux. [1pencraBisieM cirydail MHTEPCTHUIIN-
anpHOTrO (hrbpo3sa gerkux npu MITA c runepnponykiimeii aH-
tuten K MIT u PO.

Ilayuenmka, 79 aem, crpamamoliasi CTeHOKapauei, ru-
MEePTOHUYECKOI 00JIE3HBIO, MUKPOJIUTHA30M, PEPIIOKC-330-
darutom n octeoaprputoM (y3enku ['edbepaeHa m bymapa),
B ceHTs0pe 2018 r. oTMeTUIIa ITOBBIIICHUE TeMIIEpaTyphl TeJia
no 38 °C, mosiBIeHHEe HEMPOMYKTMBHOTO KallUIsl, OIBIIIKY
mpu GU3NIECKOoif Harpy3Ke (xoabba 6osee 10 M), obIIyIO C1a-
60cTb. [To MecTy XXUTeTbCTBA TIPEAITOIaTaIN OCTPBIN OPOHXUT,
Ha3HavyaJu aHTUOAKTepuajbHYIO Tepanuio — 0e3 addekra.
OTMedajach BBICOKAsl BOCITAJIUTEIbHAS aKTUBHOCTD C YBEJTH -
yeHneM ypoBHs1 C-peaktuBHoro 6enka (CPB) mo 109 mr/m,
ckopoctu ocenanust aputpouutToB (COD) — mo 65 mm/4.
[Tpu xomnbroTepHoit Tomorpaduu (KT) B ierkux ObLIM Bbl-
SIBJIEHbl IBYCTOPOHHUE WHTEPCTULIMATIbHBIE W3MEHEHUS
(puc. la), KOCBeHHbIe TMPU3HAKU JIETOYHOM TMIIEPTEH3UU.

Puc. 1. [IporpeccupoBaHne UHTEPCTULNATILHOIO YnOP03a JIErKUX Y NALUEHTKN C MUKDOCKOMUYECKUM 0SIUAHTUNTOM B SUHAMUKE 110 JAHHbIM
KOMIbIOTEpHOI ToMorpaghum: A — Je61oT 3aboneBaHns (0kTabps 2018 r); b — oTpuLaresibHas JuHaMuKa U3MEHeHWN B IErkux Ha goOHe J1e4eHUs
HU3kumu gosamu metunpeda (mapt 2019 r.); B — panbHediliee nporpeccnpoBaHne 1ero4yHoro (ubpo3a Ha (hoHe 0TMeEHbI MeTUnpesa

(heBpany 2020 r.)
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[To maHHBIM 3XOKapauorpaduu BBISIBICHO IMOBBIIICHUE CU-
CTOJIMYECKOTO JaBieHMs] B JerouHoir aprepum (CHJIA)
110 30 MM pT. cT. [1pu ciupomMeTprn OTMEUEHBI peCTPUKTUBHO-
00CTPYKTUBHBIE BEHTWISIIIMOHHBIE HAPYIIEHUS C YMEPEHHBIM
CHUKEHUEM XU3HeHHo# emkocTu jerkux (KEJI). beut nuar-
HOCTHMPOBAH MIMOMATUYECKUN GUOPO3UPYIOLINIA abBEOINT,
Ha3HA4YEHO JIeYeHUEe METUIPEIOM 16 MI/CyT. ¢ MOJOKUTEb-
HBIM 2(PheKTOM B BUe NCUE3HOBEHUS KA M YMEHBIIECHUS
obueit cmadboctu. B nekadbpe 2018 r. coxpaHsiiach onblllKa,
MpY MMMYHOJIOTUYECKOM OOCIeOBAaHUMU BBISIBJIEHA TUIMEp-
nponykuuss PO — 94,3 ME/mi. AT u AHIIA He oGHa-
PYXXEHBI; aHTUHYKJIeapHble aHTuTeaa — 1/160. Hayato cHm-
JXKeHUe M03bl MeTurpena, K despamo 2019 r. — mo 2,5 Mr/
cyT. Yepes 1 mecsi npu nosropHoit KT ormedyeHo pacnpo-
cTpaHeHUe yyacTKoB ¢ubpo3sa (puc. 16). B centsaodpe 2019 r.
MeTurpen 6buUT oTMeHeH. becrmokowiu ctapToBbie 601 B KO-
JICHHBIX U JIOKTEBBIX cycTaBax. JlmarHocTHpoBaHa KaTapak-
Ta, raaykomMa. B oktsa6pe 2019 r. BbISIBJIEHO CHUXEHUE AUd-
(Gy3MOHHOIM CIMMOCOOHOCTH JIETKUX IO MOHOOKCUIY YIJIepoja
(DLCO, diffusing capacity of the lungs for carbon monoxide) —
56% ot nomkHbIx 3HaueHuit; CPb — 7 mr/i.

B anaBape 2020 r. koncynpstupoBana B ®I'bHY HUUNP
uM. B.A. HacoHoBoii: pu o6cienoBaHUM Ha (pOHE OTMEHBI Me-
TUTIpea B CHIBOPOTKE KPOBU OOHApy:XeHbl aHTUTesaa K MIT
10,3 en./mi, PO 17,9 ME/mn. ALLIII, antuTena x [1P3, Jol,
0azanbHOI MeMOpaHe KJIyOOUKOB He BbISIBJICHbI. JluarHocTupo-
BaH MIIA; BO30OHOBJIEHO JieUeHUE METUIIPENOM T10 8 MI/CyT.;
HasHaueH MuKodeHonata modperi (MM®) 1 r/cyr. Beko-
pe manueHTKa Obuta rocruTanu3upoBaHa B ®T'BHY HUUP
uM. B.A. HaconoBoii. [Ipu KT opraHoB rpynHoii KjaeTku OT-
MEUEHO AajibHelllee MPOorpecCUpoBaHre W3MEHEHUI B Jier-
Kux (puc. 1B) ¢ HapylIeHUEM apXUTEeKTOHUKY JIeTOYHOI TKaHU
3a cueT ABYCTOpoHHel muddysHoit (Gudpo3HO-1IMppoTHIE-
CKoIf TpaHchopMaIuy B Buie o0eTHEHMs U Tiepepaciipeieie-
HMS JIETOYHOTO PUCYHKA, YIDIOTHEHMSI MHTePCTUIIMS C y9acTKa-
MU «MaTOBOT'O CTEKJIa» BIOJb YTONIUEHHbBIX BHYTPUIOIbKOBBIX
U MEXIOJIbKOBBIX MHTEPCTULIMATBHBIX CEIT, C Haubosee BbI-
paXeHHBIMA W3MEHEHUSIMU B 0a3aJIbHO-BEHTPAIBHBIX OTIE-
JIax JIeTKuX, Tae chopMHUpOBaHBI 30HBI HehOopMaliK IMapeH-
XUMBl TIO TUIY <«COTOBOTO JIETKOTO» C MHOTOYUCIEHHBIMU
LIEHTPUJIOOY/ISIPHBIMU U TTAHJIOOYISIPHBIMU OyJIIaMU, MEJIKU-
MU BHYTPWJIETOUYHBIMU KUCTAMU U IWIMHIPUIECKUMU TpaK-
LIMOHHBIMUA GpoHx03KTa3amMu. [lo JaHHBIM 3XOKapauorpa-
(Guu oTMeueHO NPOrpeccCUpoBaHUE JIETOYHON TMIEPTEeH3UU
(COJIA=40 MM pT. CT), YTOJILIEHWE JUCTKOB IE€pUKapia.
[Mpu KT mpunaTtoyHbix ma3yx HOCA BBISBIEHA KapTHHA OYaro-
BOTO YTOJILLIEHUSI CIIM3UCTOM MPABOI BEPXHEUETIOCTHOM Ma3yXu
(puc. 2), 6e3 KIMHUYECKUX MPU3HAKOB cuHycuTa. [1pu peHT-
reHorpacduu CycTaBoB KMCTEil U CTOM KapTHMHA YMEPEHHO BbI-
PaXXeHHOTO OKOJIOCYCTAaBHOTO OCTEOTIOPO3a ¢ KUCTOBUIHBIMU
MPOCBETJIICHUSIMA KOCTHOW TKaHU, CYXEHHE CYyCTaBHBIX IIIe-
JIel ¢ HAJIMYMEM MHOXECTBEHHBIX KPaeBbIX 3PO3Hii, ocTeodu-
ThI MeK(aTaHTOBBIX U MSICTHO-(hATaHTOBBIX CYyCTaBOB KUCTEH,
TTIOCHe-(haJIaHTOBBIX CYCcTaBOB cTOM. B ananmse moun o He-
YUMOPEHKO OTMeueHa 3putpouutypust 1o 4800 B 1 mu; mpo-
TEWHYPUST OTCYTCTBOBaJa; KPEaTUHWH KPOBU 82 MKMOJIb/JI.
[lpy ynbTpa3ByKOBOM WCCIENOBAHUM TMOYEK KOHKPEMEHThI
HE OTIPeNeNISINCh; MUKPOJIUTHI 10 3 MM.

[MpuHuMas BO BHUMaHUE TIPOTPECCUPYIONTNIT MHTEPCTH-
LUATBHBIN (DUOPO3 JIETKUX B COYETAHUM C BO3MOXHBIMU Ha-
YaJbHBIMU MPU3HAKAMU MOPAXKEHMSI TOYEK, BEPXHUX IbIXaTeb-
HBIX IyTeil 1 UMMYHOJIOTUYECKOM akTMBHOCThIO MIIA, a Takxke
CYIIECTBEHHbIE OTPAaHWYEHUSI IUTSI TTPUMEHEHUsI CTaHAapTHOM
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Puc. 2. KomnbtoTepHas TOMOrpaghus npuaaToyHbIX nazyx Hoca naum-
EHTKW: YTONLUEHNE CII3NCTON NPABOV BEPXHEYESIIOCTHOM nagyxm
(hespans 2020 r.)

WMMYHOCYIIPECCUBHOM Tepanuy M 3CKaJallid A03bl METUIIpe-
na, 0OyCJIOBJIEHHBIE BBICOKMM PUCKOM WHMEKIIMOHHBIX, Cep-
NEYHO-COCYAUCTBIX M OMTaTIbMOJOTMYECKUX OCIOXKHEHUI
u octeonoposa, B (espaie 2020 r. Ha3HaueHa aHTU-B-ki1eTou-
Hasl Teparnusi putykcumaooM (B gekadpe 2020 r. cyMmmapHasi 103a
cocraBwia 1,5 1) Ha (oHe JedyeHUsT MeTUrIpenoM (8 Mr/cyT.)
u MMO® (1 r/cyT.) ¢ yIOBIETBOPUTEIBHOM MEPEHOCUMOCTBHIO.
OTMeYeHBbl CTa0WIM3aIMs CaMOYYBCTBUSI TAIIUEHTKH, CTOM-
KO€ OTCYTCTBHME 3PUTPOLIMTYpUHU, HOpMaiu3aus ypoBHs CPb
u AHLIA, 6e3 nonoxuTenbHol auHamMuky 1o gaHHeiM KT ser-
kux B nekabpe 2020 r. B c¢Bs13u ¢ nporpeccupoBaHueM ¢udposa
JIETKUX Ha (hOHE TTPOBOIUMOI MHAYKIIMOHHOM Tepariy TiaHu-
pyeTcsl IpUcoeMHEHe HUHTeAaHN0a.

O6cyxpeHue

B mpencraBieHHOM KIMHUYECKOM HAOTIONCHUU y TIalv-
E€HTKU 79 JIeT MHTepCTULIMATbHBIN (UOPO3 JIETKUX CTal MaHU-
(becTHBIM U OCHOBHBIM nposiBiieHueM MIIA, accoumuponaics
¢ runeprpoaykiuueit anturen Kk MIT u P®. Cnenyet o6paTuth
BHUMaHUe, 4yTo 1ipu niepom onpeneneHun AHLIA Ha pone Tepa-
nuu rmokokoptukougamMu (I'K) ObutM moJjiydeHbl OTpULIaTe b-
HbIe PE3yJIbTaThl, YTO, TEM HE MEHEE, HE BBIHYXKIAET COMHE-
BaThcsl B auarHoze MITA. AHLIA xapakTepu3yloTcsi BHICOKOM
YYBCTBUTEJIBHOCTHIO U crieliuduuHocThio s [TIA u MITA 28],
MMEIOT 3HaYeHHUe B KaUeCTBEe NMarHOCTUYECKOro MapKepa B Jie-
OroTe 3a00JIeBaHUST, HO YacTOTa BBISBICHUST ITUX aHTUTEN TO-
pOii BapbUpYeT B LIMPOKKMX TMpeaesiaX B 3aBUCUMOCTU OT METO/Ia
WX OTIpeNesieHus], HO30JI0TMIeCcKoil (POPMBI, CTamuu, aKTUBHO-
ctu AHLIA-CB u npoBoaumoii Tepanuu [29]. B mpencrapieH-
HOM cobctBeHHOM HabmoneHun AHLIA Obutn oOHapyKeHbl
B CBIBOPOTKE KPOBM MallMEHTKM Tocsie oTMeHbl ['K; B 3TOT me-
puo HabJIIoaI0Ch ITporpeccupoBaHue prudpo3a JErkux u rnpu-
COeIMHEeHUE U30JIMPOBAaHHOTO MOYEBOI0 CUHAPOMA, BBISIBJICHBI
TPU3HAKU CUHYCUTA, MPpOoTeKaBIiero 6eccumnToMHo. Croiikast
HOpMaM3alus pesybTaTa aHaiu3a Modyu 1o HeummnopeHko
1ocjie Ha3HAueHUs] UHIYKIIMOHHOM Teparuu CHUXAeT BEpOsIT-
HOCTb MUKPOJIMTHA3a KaK MPUYMHBI MUKporemaTypuu. J1is Bcex
AHILIA-CB xapakTepHa Tpuaia MopaxeHusi OpraHoB, BKJIOYast
BEpPXHHUE IbIXaTeIbHbIE MYTH, JIETKUE U MIOYKH.

O BO3MOXHOCTH Pa3BUTHSI MHTEPCTULIUATBLHOTO (hrudpo-
3a Jlerkux y namueHToB ¢ MITA coo6iator ¢ 1990-x rr. [6].
[To maHHBIM KOTOPTHBIX WCCIIENOBAHUI MAILIMEHTOB C WINO-
MaTUYECKUM JIETOYHBIM ¢ubposom, y 1,7—25,7% Briocaen-
ctBuM ObL1 auarHoctuposaH MIIA [9, 14, 18]. CpaBHUTENb-
Hasl XapaKTepucTUKa Haubojee KPYIMHBIX MCCIeIOBaHUI
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MaIMEeHTOB C MHTePCTUITUATBHBIM (bHUOPO30M JIETKUX U TUTIEP-
nponykimeit AHLIA npencrasiena B tabnuie 1 [7—16]. O6-
paiiaer Ha ce0s1 BHUMaHUe accoUMalrsl UHTEPCTULMATIBHOTO
(Gudpo3a JIErKMX ¢ MOXKUJIBIM BO3PAacTOM OOJIbHBIX M CIIELIM-
¢duuHocTeio AHLIA x MII [12, 18, 19], Kak u B peacTaBiAcH-
HOM COOCTBEHHOM HaOJIIOIeHNUK. B HEKOTOPBIX COOOILIEHUSIX
Y psiia MallMeHTOB OTCYTCTBOBAJIO MOPAaKEHUE IPYTUX OPTAaHOB
[7-9, 14]. Kak mpaswio, 6b1 quarnoctupoBan MIITA. Tak,
C. Comarmond u coaBrt. [12] pencraBuin Hanbosiee Kpyr-
HyI0 KOropTy, BKiItovasiyio 49 nairienros ¢ AHLIA-CB u nH-
TEPCTULIMATBHBIM (DUOPO30M Jierkux, BKIouast 82% 60b-
HeIXx MITA u 18% 6onbHbIX T'TIA, npu 3ToM B 88% ciydaeB
AHIA o6bun cneumguunbl Kk MII; MenuaHa Bo3pacTa ma-
LIMEHTOB cocTaBmia 68 [58; 74] net. B cooTBeTCTBUM ¢ paHee
ONnyOJIMKOBAHHBIMU COOCTBEHHBIMU pe3yjbTaTaMM HaOJIo/e-
Husa 94 mauueHntoB ¢ MIIA [5] npu Hanmyuu aHtutea K MIT
OHM OBbUIM cTapliie, yeM OoJbHble, UMeBIIMe aHTuTena K [1P3
(cpemHmit Bodpact cocrtaBisn 53,5+15,7 u 42,1+14,9 rona
cootBeTcTBeHHO; p<0,01); cnemuduunocts AHLIA x MII
unu [1P3 He oxa3piBana CymIeCTBEHHOTO BIMSHUS HAa 9acTO-
Ty nopaxeHust jerkux (57% u 38% coorBercTBeHHO; p=0,15)
U JieroyHoro KpoBoTeueHust (14% wu 12% cOOTBETCTBEHHO;
p=0,57), HO nudby3HbII WHTEPCTULIMAIBbHBIN (GUOpO3 Jser-
KUX BcTpeyascs Tojbko B rpynne MIIA ¢ anturenamu k MIT
(v 6 (15%) nameHTOB) M OTCYTCTBOBa Y 601bHBIX MIIA, 110-
3UTUBHBIX 10 aHTUTeNaM K [1P3.

HMHTepecHO, YTO B MCCICAOBAHUSAX, OINMYyOJMKOBAHHBIX
B 1990-x romax, npu PA omucaHa accoumaiiysi TUIepripoayK-
uun AHLA ¢ noBbllIeHMEM BEPOSITHOCTU pa3BUTHUsI (UOpo-
3a Jierkux. Tak, B nByx mucciaenoBaHusix [30, 31] ¢pudpos aer-
Kux ObUT muarHoctupoBaH y 3 m3 10 u y 5 u3 61 mauueHTa

¢ nuarHo3oM PA M MOJOXUTETbHBIMU DPe3yjbTaTaMM OIlpe-
neneHuss AHLIA (BBISIBASUIMCH MPEUMMYILIECTBEHHO aHTUTea
K MIT), Ho Hu y onHoro U3 87 u 324 AHILIA-HeraTMBHBIX Ma-
LIMEHTOB. DTU Pe3yJIbTaThl MOTYT OBITh CBSI3aHbI C OLLIMOOYHOM
nuarHoctukoit PA y manmentoB ¢ MITA. Bmecte ¢ TeM He cie-
IyeT 3a0bIBaTh, UTO U B O0JIee TMO3MHUX UCCIenoBaHMIX [32, 33]
y 60osbHBIX PA BbIsiBISLIM runeprnipoaykuuto AHLA, Ho aHTu-
Teja, Kak MpaBuio, Obutk crienndudHbl He K [1P3 umu MII,
a K pasMTUIHBIM APYTMM aHTUTeHAM ITUTOIIa3Mbl HEUTpobu-
soB, kKarericuny G (B 23—27% caydaeB PA), anacrase (20%),
mmzounmy (20%), nakrodeppuny (7—9%).

Bonpocsl nuddepeHumansHoii nuarHoctuku AHLIA-CB
u PA, npexne Bcero paHHero PA, 6e3ycioBHO, TpeOYIOT yrity-
OJIEHHOTO U3YYeHMUsI, TeM 0oJiee UTO MopaxkeHUe CyCTaBOB SIB-
JISIeTCSl OAHMM M3 TposiBJIeHuil akTuBHOU (a3sl AHLIA-CB
U HEpeIKOo HabmoaaeTcs B 1ebtoTe 3a0oaeBanust [22, 34]. [1pu-
MepHO y nojioBuHBI 60abHBIX AHLIA-CB ¢ mopaxkeHuewm cy-
CTaBOB B CBIBOPOTKE KpOBU TpUCYTCTBYeT P®. W3BecTHO,
yTto, ToMruMo PA, P® mMoxer oOHapyKuBaThcs TPU pas3Ind-
HBIX UMMYHOBOCTIQJIMTEILHBIX PEBMAaTUUYECKUX 3a00JIeBAaHMSIX
n nHbekuuax [35], a takke y 4% 310pOBBIX JIIOAEH cTapiieit
BO3pacTHOM rpynibl [36]. B stux ciyyasx PD apisgercs Hu3-
koadbUHHBIM 10 oTHOIIeHUIo K Fc-dparmenty I1gG, kak npa-
BWIO, IPUCYTCTBYET TPAH3UTOPHO U HE BKJIIOUEH B MaTOreHe-
TMYeckue MexaHusmbl PA [35]. Jaxe nipu npoaosKUTeIbHOM
MEPCUCTEHIMKA B KpoBU HM3KoabhduHHoro PD y maumeHTOB
He dopmupylorcs 3po3uun cycraBoB [20]. Ilpu AHILIA-CB
KpaliHe pelKO pa3BMBAETCS 3PO3MBHOE TMOpaxkKeHWe WU Je-
¢opmarnuu cycraBos [20, 22]|. BMecTe ¢ TeM ellle B paHHUX UC-
caemoBaHusax 1970-x romoB P paccmaTpuBaim Kak HeCITEIN-
duueckuit mapkep aktuBHocT AHLIA-CB [37]. S. Watanabe

Tabnuya 1. XapakTepuctnka nayneHToB ¢ MHTEPCTULNANbHLIM YuOPO30M Nerkux v runepnpogykuned AHLA no gaHHbiM Hanbo-

7166 KPYMHbIX UCCBH0BAHNI

F—— Yucno MepuaHa Bo3pacTa; lnarvo3 CneuuchmyHocTb Wexo
A nauueHToB % MYXYUH AHLIA-CB AHLIA A
: - 41% — neTanbHbIA NCXO
Homma S. et al., 2004 [7] 31 69 [45; 87] ner; 25% —MMA  100% — M A
55% 50% — 5-NeTHAR BLDKMBAEMOCTb
: . 58% — neTanbHbIA NCXO
Foulon G. et al., 2008 [8] 17 66 [95; 77] ner; M%-MNA  82% — nAHLA® A
88% 60% — 5-NeTHAS BLIKNBAEMOCTH
: . 89% — MN 31% — neTanbHbIA MCX0
Nozu T. et al., 2009 [9] 19 69 [52; 80] ner; 219% — MNA ° ° A
37% 11% — NP3 60% — 5-NeTHA BbDKMBAEMOCTb
: : 83% — MMNA
Hervier B. et al., 2009 [10] 12 70.7164; 78] roaa; ° 100% — MM 41% — neTanbHbIi ucxon
75% 17% - TTA
) 57 net: 46% — neTanbHbIA NCXOA
Tzelepis G.E. et al., 2010 [11] 13 o 100% — MIMNA 85% — nAHLA™
69% 60% — 5-NeTHAA BLDKMBAEMOCTb
: . 82% — MMNA 88% — M
Comarmond C. et al., 2014 [12] 49 68 [58; 74] ner; ° ° 36% — neTanbHbIi UCX04
61% 18% —MA 4% — NP3
Huang H. et al., 2014 [13] 19 2205 [44: 75T Toma:— 4o00, _MnA 100% - M 31% — neTansHblii UCXof
0
) 72 ropa; 95% — M
Kagiyama N. et al., 2015 [14] 36 o 8% — MIMA 40% — 5-N1eTHAN BbKNBAEMOCTb
61% 45% — NP3
. 54,2 ropa; o o o o
Flores-Sudrez L.F. et al., 2015 [15] 17 530 100% — MMNA 90% - MnN 41% — neTanbHbIil NCX04
0
Watanabe T. et al., 2019 [16] 31 ;117[58; 88] rona; 97% - MMA  100% — Mn 55% — neTabHbI NCXOf
0
31-58% - netanbHbli Ucxop
Wtoro 254

40-60% - 5-neTHAA BbLDKUBAEMOCTb

Tpumeyanne: AHLIA — aHTnHeATPOUbHBIE UUTONIa3MaTuyeckne aHtntena, AHLJA-CB — cucTeMHbie BacKy/IUTbI, aCCOLMUPOBAHHbIE C AaHTUHENTPOGUbHBIMM UNTONA3Ma-
Tnyeckumn aHtutenamu; MIA — mukpockonuyeckuii nonuanrnit; MIT — muenonepokcugasa; *nAHLA — nepuHykneapHbiii TU CBEYEHUS NIPU HENPAMOI UMMYHOGITYOPECLEH-
ynn (npn AHLA-CB, kak npasuno, ceasaH ¢ npucytctauem antuten k MII), [1P3 — npoteunada 3; [MIA — rpaHynemaro3 ¢ nosmaHrumTom
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U COaBT. [24] BBISIBUIM KOPPEISILUIO MEXIYy MHACKCOM aK-
TuBHOCTU Backyiuta BVAS (Birmingham Vasculitis Activity
Score) 1 ypoHeM IgM P® y nanmentoB ¢ MITA (p=0,0059),
I'TIA (p=0,014) u BI'TIA (p=0,019). I1pu 3TOM y TO3UTUBHBIX
no P® narmenToB Gbliu Bhiiie ypoBenb CPb u COD, varie
HaOJIoaach MaTOJOTUSI HEPBHOI CHUCTEMbI, TsKeJee Ipo-
TEKaJo IMOpaxkKeHUe JIETKUX C HEOOXOOMMOCTbIO MCKYCCTBEH-
HOI BEHTWISILINK JIETKMX, HECMOTPSI HA OTCYTCTBHE Pa3IUUMil
I10 YaCTOTE MTOPaXKEHUSI ITOYEK, ObLI BBIIE YPOBEHb KPEATUHU-
Ha 1 yaie Tpedosajcst remoauanus [24]. I[To paHee onmyoauKko-
BaHHBIM COOCTBEHHBIM TaHHBIM [34], TopakeHHne CycTaBOB Ha-
omonanoch y 64% nauneHToB ¢ MITA B Bujie U30JIMPOBAaHHBIX
apTpaJTii (Jalne KpyIMHBIX CYCTaBOB) WJIM apTpuTa (Kak Tpa-
BIJIO, HE3PO3UBHOIO), YTO B 39% ciydyaeB CTAaHOBMJIOCH Ma-
HudectHeiM TposiBieHneM MITA. PaspepHyrtas ¢daza MITA
¢ a"ntutesnaMu K [TP3 HecKoIbKO Yallle COnmpoBOXaaaach mopa-

KeHueM cycraBoB, yueM MIIA ¢ antutenamu Kk MII (p=0,079).
VY 19% maumentoB ¢ MIIA u mopaxkeHUEM CyCTaBOB MPUCYT-
ctBoBasl PO, B 4% — ALILI [34]. C. Pagnoux u coaBrt. [22]
HaOmonanu 5 6oabHbix MITA ¢ runepnpoaykimein ALLLITT
M apTpajrMsMU MM HE3PO3UBHBIM apTPUTOM 0O€3 PEHTIECHO-
JIOTMYECKUX MpU3HAKOB PA; Bo Bcex ciryyasx IpUCyTCTBOBAJIO
MOpaxXeHue MoYeK, Y 3 MalUeHTOB — aJIbBEOJINT.

B mocrymHoO# IuTepaType IO JAHHBIM KOTOPTHBIX HC-
cienoBanuii [20, 24, 25] wiu cepuit HabmoaeHuii [23, 26, 27]
MpeACTaBIeHO B 0011l cioxxHoctn 94 maunenTta ¢ AHLIA-CB
u tunepnponykieirn PO, B tom uucie 40 ciydaeB MIIA
(taba. 2). Yactora PO npu MIIA BapsupoBaia, Mo cBeAcHU-
sIM pa3HbIX aBTOPOB, oT 31% [24] no 58% [20]. UuTepecHo,
yto P® varie couerascs ¢ antutenamu K MIT, yem k ITP3 (68—
76% u 3—14% cootBercTBeHHO) [20, 24, 26]. Cpenn AHIIA-
HeratuBHbIX nauureHToB ¢ AHIIA-CB P® Ttakxke BbIABISUIU

Tabnuya 2. Xapaktepuctuka nayneHtos ¢ AHLA-CB B 3aBucumocTy OT Hannyus uian OTCYTCTBUS runepnpogykuynu P® no gaHHeim
JOCTynHbIX uccnegosanui, n (PO+/Po-)

Pagnoux C. et al,,

Watanabe S.

Moon J.S.

etal, Martin-Nares E. Kisacik B. et al., Nathani D. et al,

flokasarenu 2010 [22] etal, 2017 [24] 2018 [20] etal, 2019 [26] 2018 [27] 2019 [25] Boero
Bcero 5(3/2) 47 (29/18) 128 (50/78) 11 (9/2) 5(3/2) 78 (13/65) 94/167
14 (7/7 29 (10119
A B (7/7) (10119) 4 (4/0) 5 (3/2) ~ 24128
30 (24/39) 23 (20/24)
1 7 29/4
MIA 5(3/2) 6 (9/7) 69 (29/40) 2 (2/0) _ _ 40/49
34 (31/39) 54 (58/51)
10 (8/2 11
ArnA - (®72) S0(11/19) 1(1/0) - - 20/21
21(28/11) 23 (22/24)
Anutena k MM 3(211) 39 (22117) 71 (34/37) 8 (711) 5(3/2) _ 68/58
83 (76/94) 55 (68/47)
3(1/2 17 (710
AwTuTena K NP3 2(11) (172) (7110) 2(2/0) - - 113
6 (3/11) 13 (14/13)
34 (7/27
AHLIA-HeraTuBHble - - ( ) 1o - - 7/28
27 (14/35)
30 (18/12) 41 (13/28)
JKeHLMHBbI - - - - 31/40
64 (62/67) 32 (26/35)
7 (473
P — 5(3/2) (473) B 11 (9/2) 5(3/2) B 19/9
15 (14/17)
17(9/8 77 (28/48
TnomepynoHegput 4(22) (¥8) ( ) 8 (612) 4(22) - 45/60
36 (31/34) 60 (58/61)
MopaxeHue 2 (11) 19 (11/8) 49 (17/32) 5 (5/0)
- - 44/41
J10P-opraHos 40 (38/44) 38 (34/41)
6 (4/2 65 (27/38
latonorna nerknx 8@ “2) (27738) 4 (410) 4(22) - 37/42
13 (14/11) 51 (54/49)
2(11) 31 (10/21)
MopaxeHue cepaua - - - - 11/22
4 (3/6) 24 (20/27)
10 (8/2) 34 (16/18)
KOXHble N3MeHeHNs - - - - 24/20
21 (28/11) 27 (32/23)
23 (20/3 40 (17/23 23 (9/14
Hesponorunyeckne Hapywenus  — (2053) ( ) 3(3/0) - (9714) 49/40
49 (69/17) 31 (34/29) 29 (69/22)
5 (41
lemopmnanus - @ - - - -
11 (14/6)
lckyccTBeHHas BeHTURALNA ~ 4 (4/0) ~ ~ _ ~
nerkux 14 (14/0)
5 3 (3/0) 1 (1/0)
JleTanbHblil ncxod - - 4/0
10 (10/0) 11 (11/0)

Tpumeyanne: [TIA — rpanynemartos ¢ nonnanrumtom, MITA — mukpockonnyecknii nonnanrumt, 3MTIA — 303MHOMUABbHBIA rpaHynemaTos ¢ nonnanruutom; MI1 — muenonepok-
cugasa; [1P3 — npotenHasa 3; AHLIA — aHTUHeATPOUIbHbIE UNTONAA3MAaTUHECKNE aHTUTeNa
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oTHOCUTENbHO penko (14%) [20, 26]. OTcyTCTBOBAIM pa3auyus
M0 YacTOTe MOpPaXeHUs Pa3HbIX OPTaHOB B IPyIIax MO3UTUB-
HBIX M HEraTMBHBIX 10 P® marmeHTOB, MCKIoUas Oojee ya-
croe npucyrctBue P® y 6ompHBIX AHLIA-CB ¢ nmopaxkeHuem
cycraBoB [26] 1 HepBHOI1 cucTeMbl [24, 25]. Kpome Toro, otme-
YeHo TpeobanaHue HebJaronpusITHOrO MCX0na Y MalueHTOB
¢ AHIIA-CB u runeprnponykiueii PO [24, 26].

3HauNUTeIbHOE HEOJIArONMpUATHOE BIMSIHUE Ha IOJTO-
CcpouHbIil TIporHo3 Tpu MITA oka3piBaeT MHTEPCTUIIMATBHOE
3abosieBanue jerkux (M3J1), mpu KOTopoM S5-JI€THSISI BBIXKU-
BaeMOCTh, 10 JaHHBIM Pa3HBIX aBTOPOB, cocTasisieT 40—60%
(cM. Tabu. 1) [7—16, 19], 9TO CylIeCTBEHHO HMXE MOKa3are-
Jieit obuieit rpynmnbl 6oabHBIX MITA. Tak, o paHee omnyoJu-
KOBaHHBIM COOCTBEHHBIM TaHHBIM [5], y 94 nmaimeHtos ¢ MITA
10-1eTHsS BeIKMBaeMOCTh coctaBuia 74%, a npu MIIA c aH-
tutesamu K MIT — 87%. B nByx ucciienoBaHusIX y MAlMEHTOB
¢ MIIA npu pa3zButuu ¢Gudpo3a JErkux OTMEYEHO IOBbILIE-
Hue cMepTHOCTU B 2—4 pa3za [15, 38], mpu 5TOM OCHOBHBIMU
MNpUYMHAMU CMEPTU CTAHOBWJIMCH PELIMAMBBI C BHICOKOM aK-
TuBHOCThI0O AHILIA-CB, cepbe3Hble MHMEKIIMY U MPOrpeccu-
pyroliee TopaxkeHNe JIETKMX C Pa3BUTHEM TEPMUHAJIBHOM CTa-
U JTBIXaTeJbHON HEIOCTaTOYHOCTH. B TO ke BpeMs Hellb3st
HE YYUTBIBATh 00Jiee MOXWION BO3PACT 3TOM IPYIINbI MalieH-
TOB [7—16, 38].

Jleuenune MIIA ¢ U3JI HemocTatouHo paspabortaHo. M3-
BecTHO, yTo MoHOTepnus 'K npu AHLIA-CB HeaddexrusHa,
ayacToTa U cKopocThb pa3Butus petuauBa AHLIA-CB He 3aBu-
csat ot 103bl 'K [39]. ITo nanubiM C. Comarmond u coaBT. [12],
TPEXJICTHSISI BBDKUBACMOCTh OOJIBHBIX € aHTUTedamMu K MIT
W WHTEPCTULIMAILHBIM (UOPO30M JIeTKMX Ha (hOHE MOHOTe-
panuu 'K Obl1a cTaTUCTUYECKU 3HAYUMO HIUKE, YeM TpH Jie-
yeHur Hukiaodochamunsom min purykcumadom (64% u 94%
COOTBETCTBEHHO). AHTHU-B-KJeTOUHas Tepamus puUTyKcUMa-
0OM JIeMOHCTPUPYET BbICOKYIO 3ddekTuBHOCTh npu AHILIA-
CB [40, 41] 1 mo3BoJIIET UCIIOJb30BaTh PEAYLIMPOBAHHbBIE
cxembl jiedeHust 'K, 4yTo mpencraBisieTcsi OCOOEHHO Bax-
HBIM JUTSI TIOXKWJIBIX TTAIIMEHTOB ¢ KOMOPOMIHOM ITaTOJOTHEN,
Kak B TIpEICTaBIEHHOM COOCTBEHHOM HabmoneHnn. Kpo-
M€ TOTO, IOKa3aHOo, YTO TaKoe JIeUeHWe MOXKET CIIOCOOCTBO-
BaTh cTaOMIM3alMu (DYHKIMU JIETKUX y MaiueHToB ¢ M3J1
npu pedpakTepHoit cuctemHoit ckiueponepmuu (CCH), nep-
MaTOMMO3UTE/TIOTUMHUO3UTE, APYTUX WMMYHOBOCIIAIUTEIb-
HBIX peBMaTHuyeckux 3adoyieBaHusix [41—45]. Tak, B rpyrmre
72 naunenrtoB ¢ U3JI npu CCJI xopoiuuii a¢pdpekT Tepanuu pu-
TYKCMMaboM oTMeueH B 73% cirydaeB v OTCYyTCTBOBaJ B 4% city-
yaeB; Mpu 3ToM cpenHsst ¢hopcupoanHas XKEJI yBenmumnach
¢77,35£19,9 no 82,6+20,7% (p=0,001) [41].

HononnurensHo npu CCJl B KauecTBe MOTEHLMATbLHO
3((eKTUBHOrO BapMaHTa MEAMKAMEHTO3HOM Teparuy pac-
cmarpuBaioT MM® [42], criocoOCTBYOIIMI CTaOUIN3AIIUA
WM YMEPEHHOMY YJIYUIIEHUIO JIETOYHOW (DYHKIIMM y Tallu-
eHTOB ¢ nporpeccupyoimmm M3J1 [46—48]. TToxoxue pe3yib-
TaTbl ObUIM TIOJYYEHBI MPU TOJMMHUO3UTE/NePMaTOMUO3UTE,
rae MM® [OTOTHUTETLHO MPOSIBIISUT CTEPOUI-COeperaronii
apdekr [48]. [Ipu AHLIA-CB MM® ycriemHo puMEeHSTIOT
B KavyecTBe aJIbTePHATUBHOW WHIYKIIMOHHON W TTOIICPXKUBA-
omei tepanuu [40]. YunuTbiBasg 3TU CBeIEHUs, B IpeICTaB-
JICHHOM cJIyJae OblTa BeIOpaHa cTpaTerus JICYCHMSI, BKIIIOUaB-
Iast puTyKcnumab B coueTaHuy ¢ HU3kuMu gozamMu 'K u MM ®.

O6cyknast nabHEeNIIIe ePCIIEeKTUBLI JIeUeHUsT, He00X0-
IMMO OCTAHOBMUTbCS Ha BO3MOXHOCTHU MPUMEHEHUS] MHTUOU-
TOpa aHTMOKMHA3bl HUHTeAaHN0a, OJIOKUPYIOIIETO PEeLIeITOPhI
dakTopa pocTta SHAOTEIUST COCynoB 1—3, TpOMOOLIMTAPHOTO
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dakropa pocta a u f, dakropa pocra dubpodmactoB 1-3
U CITOCOOCTBYIOIIIETO 3aMejieHnIo TiporpeccupoBanus U3J1,
B TOM YMCJIe Yy MALMEHTOB C Pa3IMYHbIMU CUCTEMHBIMU MM-
MYHOBOCTIAJIUTEJIbBHBIMU  PEBMATUYECKUMU  3a00JIeBAaHUSIMU
(MBP3), uT0 MpOIeMOHCTPUPOBAHO B KIIMHUYECKUX MCCIIEI0-
BaHUsX [42, 49—52]. Tak, B ABOITHOM CJIETIOM PaHIOMM3UPO-
BaHHOM TU1aLe00-KoHTposupyeMoM ucciienoBanuu INBUILD
[49] uzyuyeHa shdeKTUBHOCTL U 6€30MACHOCTh MPUMEHEHUS
HuHTenaHu6a B 1o3e 300 Mr/cyT. B TeueHUe 52 Henmenb y 663 ma-
LIMEHTOB ¢ IIporpeccupyoimm ¢udposupyromum M3J1, Bkiro-
yag 170 ciryaaeB UBP3 (89 — PA, 39 — CC/I, 19 — cMemaHHOe
3a00JieBaHUE COEAMHUTEIbHON TKaHUu, 23 — apyrue 3abose-
BaHMs). BbUIM MCKITIOUEHBI MALMEHTHI, MOJyYaBIlIie a3aTHo-
MpUH, LKUKIocnoprH, MM®, putykcrmab, TakKpoauMyc, L-
knodochan umu 'K B mosze 6osee 20 mr/cyr. B aT0it paboTte
y 6ombHbIXx MBP3 ¢ U3JI neyeHne HUHTETaHUOOM 3aMeyisi-
JIO TOIOBOI TeMn cHUKeHMsT (popcupoBanHoit JKEJI Ha 58%,
Mpu 3ToM 3P HEKTUBHOCTD JICUEHUS HE 3aBUCe]Ia OT OCHOBHOTO
MarHo3a WK MaTTepHa MU3MEHEHUI B JIeTKUX 1Mo naHHbIM KT.
OTME4YeHO HEKOTOPOE CHIKEHHME PUCKA pa3BUTHSI 00OCTPEHMS
M3J1 nam neTaibHOTO MCXO/Aa B TPYIIIe HUHTeAAaHNO0a B CpaB-
HeHuwu ¢ miane6o (7,3% u 10,2% cootBetcTBeHHO). [To cpaB-
HEHMIO ¢ TIPEABbIIYIIIMMU UCCAeAOBaHUIMU HUHTenaHuOa [50,
51] xakux-1100 HOBBIX ITPOOJIEM B OTHOILLIEHUM O€30MaCHOCTHU
B INBUILD He BbIsIBIeHO; HanboIee YaCTHIMU HEXeJlaTelb-
HBIMU peaKIUIMU ObLIH XKeJTYI0YHO-KUIIIEYHBIE PaCCTPOMCTBA
(66,9% — nuapes, 28,9% — tomHora, 18,4% — psora, 10,2% —
60J1b B 3kuBOTe). Tem He MeHee, Gosiee 80% IMallMEeHTOB B paM-
kax uccinenoanust INBUILD nponosmkanu jedyeHrue HUHTEAA-
HUOOM B TEUEHME rofia.

B Hacrosmee Bpems B Poccuu nipuMeHeHUEe HUHTE-
maHnba omoOpeHO KaK TIpU HMAMOMATUYECKOM JIETOUHOM
¢uoposze u U3JI y mauuenroB ¢ CCJI, Tak u 1pu pas3iny-
HBIX IPYrUX XpoHuueckux puodposupyromux M3J1 ¢ nmporpec-
cupytomum deHoturnoM [52]. Takum o6pa3om, y MallMeHTOB
¢ MIIA u apyrumu AHLIA-CB nporpeccupoBanne Gudpo-
3a JIETKUX, HECMOTPSI Ha MPOBOAMMOE JIeUeHUEe PUTYKCHUMAa-
o6oMm u/umu MM®, ocoGeHHO MPU OTCYTCTBMU JIaGopaTop-
HBIX TIPU3HAKOB BOCHAIUTEIBLHOM U MMMYHOJOTUYECKOM
aKTUBHOCTH, CJIEIyeT pacCMaTpMBATh B KaUeCTBE MOKA3aHUS
DI Ha3HAYCHWST HUHTeIaHuOa.

IIpencraBieHHOe KIMHMYECKOE HaOIIOAEHUE MOoadyep-
KMBaeT BaXHOCTb o0s3aTenbHoro BkmoueHuss AHIIA-CB
(mpexne Bcero MITA ¢ anturenamu Kk MII) B kpyr nudde-
PEHIIMATBbHO-IMAarHOCTUYECKOTO MOKMCKA Y IMallMeHTOB C Jie-
OI0TOM MHTEPCTULIMAIBHON THEBMOHUY W PAHHUM apTPUTOM.
IIpu sTOoM Tpebyercs TjIaHOMEpHOE OOCenoBaHUE OOJIbHBIX
JIUIS. BBISIBIIGHUSI MATOTHOMOHUWYHBIX Tpu3HakoB AHIIA-CB,
B TOM 4uCJe MPpU OECCUMIITOMHOM TeueHuu 00Je3Hu. Mmy-
HOJIOTUYECKOE 00CIeIoBaHNEe C 00S3aTeIbHBIM OIpeac/IeHU-
eM snutonHoi cneundudyHoctu AHLIA cienyeT BBINOTHATH
1o HazHaveHust ['K 1 ipyrux MMMyHOCYTIpeCCaHTOB.

Ilpo3paunocmo uccaedosanusn

Hccnedosarue ne umeno cnoucopckoit noodepicku. Aemoput
Hecym NoAHYI0 0MeemcmeeHHOCMb 3a npedocmasgaenue OKOHYA-
MenbHOl 8epcuu PYKONUCU 8 nevams.

Jlexaapauus o gpunancoewvix u pyeux 63aumoomHoueHUsAX

Bce asmopbt npunumanu yuacmue 6 paspadomke KOHUenyuu
cmamou u 8 Hanucanuu pykonucu. OKoHuamenvHas éepcus pyko-
nucu 6vlaa 0000peHa ecemu agmopamu. Aemopbvl He nOAYHANU 20-
HOpap 3a cmamoio.
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