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KIIMHUKO-MOP®OJIOI'MYECKASA XAPAKTEPUCTHUKA
AHIA-ACCOIMNPOBAHHBIX CUCTEMHBIX BACKYJIUTOB

Octpoxunckuii S1.A., bparuna 3.H.

benopycckuii cocyoapcmeennuiii meouyurckutl yHusepcumem, Kkageopa cyoeoHoll
meouyunsl, 2. Munck

Knirouesvie cnosa: AHI[A, cucmemnulil 6acKyIUm, NOJUOPSAHHAS HEOOCAMOYHOCTb, AYMONCUSL.

Pezrome: AHMMHéﬁH’lpO@uﬂbele yumonjasmamudeckKue anmumeia npueodﬂm K 603HUKHOBEHUIO
CUCMEMHbLX BACKYIUMOE C MHOCOCPAHHbIM NOPANCEHUEM 6CEX cocyaoe (npeuMyu;ecmeeHHo MeKO020
kanuopa). AHL]A-accoyuuposanuvlii 6acKyaum MackKupyemcs no0 MHOMCECME0 Opyaux 3a00.1e6anull, u3-
3a 4e2o0 OUACHOCMUKA sacKyiuma 3ampy()HeHa, umo npu600um K BO3HUKHOBEHUIO OCNIONCHEHUL U
yeeaudueaem CMEPMHOCHb MAKUX nNAYUEeRNnoe. BOI’ZpOC AHL[A-eaCKyﬂumoe ocmaemcs OmKpbsvinibim 00 cux
nop.

Resume: Antineutrophilic cytoplasmic antibodies lead to the development of systemic vasculitis
with multifaceted damage to all vessels (mainly small caliber). ANCA-associated vasculitis disguises itself
as a variety of other diseases, which makes it difficult to diagnose vasculitis, which leads to complications
and increases mortality in such patients. The issue of ANCA-vasculitis remains open to this day.

AxktyanabHocTth. AHI[A-acconmupoBannsie Backynutel (AAB, AHIIA-CB)
SBJISIFOTCS TSKEJION JKM3HEYTPOKAIOIIEH HO30JI0TUEH, TPYTHOAMArHOCTUPYEMOH B Jie0r0Te
3a00seBaHusl, C HEOJIArOMPUATHBIM UCX0JIOM (TIOJMOPTaHHBIC MTOPAKEHHUSI, pa3HOOOpa3HbIC
KIIMHUYECKHE BAPUAHTHI, peluAuBhI) [1]. 1151 CHCTEMHBIX BaCKyJIUTOB, aCCOIMUPOBAHHBIX
C aHTHUHEUTPO(UIBHBIMH LHUTOIIa3MaTHYeckuMu aHtutenamu (AHIIA), xapaxTepHb
HEKpPO3 U BOCHAJICHHE MPEUMYLIECTBEHHO MEJIKUX COCYAOB C MaJlbIM KOJIMYECTBOM
MMMYHHBIX 7eno3uToB. Cpenn AAB paznndaroT MUKpockonnueckuil nosuanruut (MITA),
rpa"yjieMaro3 ¢ mnojuanruutoM Berenepa (I'TIA), »03uHOMIBHBIMN TpaHyJIeMaTo3 C
nonuanruutoM Yepmxa-Ctpocca (OI'TIA) [2].

Yactota AAB cocraBnser 4-250 na 100000 den. M3ydeHue KIMHAYECKUX U
MopQosioruueckux nposiBineHniit AAB 10 cux mop ocTaeTcst aKTyalbHbIM.

Henab: wuccnenoBaHue  KIMHUKO-Mopdonoruueckux  nposiienuid  AHIIA-
aCCOIMUPOBAHHBIX CUCTEMHBIX BaCKYJIMTOB.

3amaum: 1. O3HakoMUTbCA C COBpeMeHHOW Jwureparypoil mno AHIIA-
aCCOIIMMPOBAHHBIM BacKynuTaMm; 2. YCTaHOBUTH Hambojee yacTbie Mopdosoruyeckue
npu3zHaku AAB, OCIOXXHEHHSI U TIPUYMHBI CMEPTH OOJILHBIX TIPH ATOM 3a00JjieBaHUU; 3.
UccnenoBars MpoOTOKOIbI ayTONICUNA U TUCTOJIOTMYECKHE MPENAPAThI CIIy4aeB, CBSI3AHHBIX C
AHITA-accounrpOBaHHBIM CUCTEMHBIM BaCKYJIUTOM.

Marepuas u metoasbl. B paboTy BKIIFOUEHBI MaTepUalibl PETPOCTIEKTUBHOTO aHAIHM3a
MPOTOKOJIOB AYTONCHH M THUCTOJIOTMYECKMX TMpenaparoB 4 ciydaeB B Y3 «l'opojckoe
KJIIMHUYECKOE MaTojoroaHaroMuueckoe 0ropo r. Muncka» 3a 2011, 2013 u 2017 rona.
[TpuMeHsICS aHATUTUYECKU METOJ UCCIIEIOBAHUSA.

Pe3yabTaTthl u ux o0cy:kaenue. B uccieayemoit rpynmne 0b110 4 Myxunt. CpeaHuit
BO3pAcCT yMepIIUX naiueHToB coctabmi 56,0 net (39; 52; 63; 70). B 1 (25,0%) cinyuae Oblna
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BBISIBJICHA JIOCYTOYHAs JICTAIbHOCTh, B OCTABIIUXCS — CPEIHEE KOJIMYECTBO KOWKO-ITHEH
cocraBmiio 28,7 mHeit (min=13; max=42).

OO6muM MOpPQOJIOTUYECKUM TMPU3HAKOM BceX Hozosornueckux dopm AHIIA-CB
ABJISIETCSL JACCTPYKTUBHBIA BACKYJIMT C MaJbIM KOJWYECTBOM (MO0 OTCYTCTBHUEM)
UMMYHHBIX Jerno3uToB. AAB XapakTepusyloTcsi BO3HUKHOBEHHEM T€TEPOTCHHOMN
nomyisiuun  ayroantuten (aAT) B-nmumdouuroB k mnpoTemHaM HMUTOIIA3MATHUYECKHUX
rpanys HeUTpoPuIoB (Ha UMMYHO(DITIOOPECIICHIINHN — [IUTOIIa3MaTrueckoe cBeueHue aAT
npotuB  nporenHasel-3  (IIP-3)) w  mpoTemHam  JM30COM  MOHOLMTOB  (Ha

UMMYHO(TIOOPECIICHIINKA — TepUHYyKIeapHoe cBeueHne aAT mpoTUB MUETOTEPOKCHIa3hI
(MIIO)) (pucynoxk 1) [3].

Puc. 1 — Huronnazmaruueckoe ¢ AT x [1P-3 (cneBa) u nepunykineaproe ¢ AT k MITO (cripaBa) cBeuenue
Heifrpoduinos npu AHIIA-CB

[Ipy  rucronornueckom  ucciuenoBanuu ciaydas ¢ [TIA  BesBusorcs
TUTAHTOKJIETOYHBIE HEKPOTU3UPYIOIINE TPaHYJIEMbl B JIETKUX W HEKPOTHU3UPYIOIIUN
BAaCKYJHUT COCYJOB MEIKOTO W CpeaHero KanuOpa (Kamwuispbl, BEHYJbI, apTEPHOJIbI,
aprepun). Ilpu DOITIA — kapTuHa [OECTPYKTUBHO-TIPOAYKTUBHOIO BAaCKyJIHTa C
703MHOGUILHON HMHQWIbTpAlMEN, HEKPOTHU3UPYIOIIMK BACKYJIUT MPEUMYIIECTBEHHO
MEJIKUX COCYNIOB (KamwJuIApbl, BeHyINbI, apTepuoibl). [Ipu MITA — HekpoTH3UPYIOMIHiA
QTbBEOJIUT C  CENTAJIbHBIMUA  KAMWUIIPUTAMH W MAacCUBHOM  HEHUTpO(HIbHOU
uHUIbTpaIuen, COMPOBOXKIAIOMICHCS 3allOJIHEHHEM  allbBEOJ  APUTPOIUTAMHU, C
HEKPOTU3UPYIOIINM BACKYJIUTOM COCYIOB MEJIKOTO U CPEHETO Kaauopa.

Kinuaudeckue AuarHo3sl B M3y4EHHOM TpyIie ObLIN MPEICTaBICHBI CApKOUI030M,
cunapomom Yepmxa-Ctpocca, umeMuueckoil 0Oome3Hbplo cepana, [IB3 ¢ MaccuBHBIM
BHYTPUMO3TOBBIM  KpOBOM3JIMsIHUEM. [laTosoroaHaToMudeckue  JUarHo3bl  ObUIH
CIEAYIOIIMMU: rpaHyJieMaTo3 Berenepa ¢ moJIMaHrMMTOM, CUCTEMHBIN BACKYJIUT MO THUITY
cunapoma Yepmxa-Ctpocca u  HeyrouHeHHbId AHI[A-Backynut. Ilpu ciandenuun
KJIMHUYECKOT'0 U MaTOJ0T0aHATOMUYECKOT0 IMarH030B TOJIbKO B 1 13 4 cnydyaeB AAB Ob1
pacno3HaH NPUKU3ZHEHHO.
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[Ipy MHUKPOCKONIMYECKOM HCCJIEIOBAaHUM BO BCEX cClydasx OOHapyXeH
HEKPOTUYECKUN BACKYJIUT C MOPAXKEHUEM COCYIOB CEp/illa, MOYEK, TOJIOBHOTO MO3ra,
nerkux. B 3 W3 HUX TOMMAHTHMUT COYETaJCs C TMOPAKEHHEM TIOYeK B BHJE
AKCTPAKAMWIIIPHOTO TJIoMepyJloHepputra (2 HaAOMIONEHUA) U HWHTEPCTUIIMATIBHOTO
Hedpura (1 HaOmMOAEHNE).

B nabmonenun ¢ cunapomom Yepmxa-CTpocca NMpu MMMYHOTHCTOXUMHUYECKOM
uccnenoBanun (MI'X) Obumm o6Hapyxkensl AHIIA B xonmuectBe 777 en/mil, B ciiydae C
muarHozoM «Heyrounennsii AHIIA-Backymut»y Ha WI'X wMuokapna oOHapyKEeHBI
MHUEJIOTICPOKCH1a30-TIOJIOKUTEIPHO ~ OKpAIICHHBIE  HEUTPOPWIbHBIC  JICHKOIUTHI  C
[UATOIJIA3MATUYECKUM TPAHYJISPHBIM OKpPAIlIMBAHUEM.

[IpyumHBl cMepTH OONBHBIX B HCCICAOBAHHON TPYyNIE: JIErOYHO-CepeYHasl,
JIETOYHO-CEpCUHAasl U MOYeUHasi, CEPICUHO-COCYAUCTAs U MOYEUHAasi HEJJOCTATOUHOCTH.

[IpuBOAMM HAIll KIIMHUYECKUH CITy4aHu.

Myxunna, 63 ner. Haxomwiics B KIMHUKE MEHee CyTOK ¢ auarHosom «l[B3:
MaCCHUBHOE BHYTPUMO3IOBOE KPOBOMBJIMSIHUSA B JieBOE nomayimapue I'M ¢ mpopbIBoM KpOBU
B JKelyao4ykoByto cucteMy. Al 2 cr., puck 4. Orex u aucinokanus ['M. CITIOH: OJIH,
OCCH, OIIH, TOJIA BBICOKOW KIMHUYECKOU BEPOSITHOCTH.

[Tocne mpoBeIeHHOr0 Makpo- U MUKPOCKOITMYECKOTO MCCIEIOBAHUS ayTOIICUITHOTO
Marepuana ObUI BBICTaBJICH CIEAYIOMMN auarHo3: «CHCTEMHBIH BacCKyJIUT COCYJZIOB
MEJIKOTO U cpefHero kanubpa (Jerikouutokaactudeckui, ANCA-HEyTOYHEHHBIN) ¢
MOpaKEHUEM  CepAla, TMOYeK, JIEerKUX, TOJOBHOIO MO3ra. OKCTpaKanWUIAPHbBIN
HEKPOTUYECKUU TioMepyloHedpuT (pucyHok 2). Bropuunas (moueunas) A’ (macca
cepana- 500r, ToaMHA CTEHKHU JIEBOTO Xemyaouka - 1,9 cm). OuaroBbiii HEKpOTUUYECKUH
He(po3. BHyTpuM03roBoe KpoBOU3IHUSHUE B IOOHO-TEMEHHOM 00JIACTH JIEBOTO OOJIBIIOTO
MoJyllIapys TrOJIOBHOTO Mo3ra. PacciioeHune cTeHkH Bocxojsiieid aopThl. ['emMonepukapn
(130 ™ xunkoit kpoBu). MHoO)kecTBeHHbIe oyaru Hekpo3a Muokapaa JDK. Huddy3ubii
MMOCTHEKPOTHUYECKUI Kapauockiepo3 (pucyHok 3). Jlerounas rumneprensus. XCCH:
XPOHMYECKOE BEHO3HOE MOJHOKPOBHE BHYTPEHHUX OPraHOB, O4aroBbIid OTEK Jierkux. OTek
Y TUCJIOKAIIMS TOJIOBHOTO MO3Tay.
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Puc. 2 — HekpoTuueckuii SKCTpakanuuIIPHBIN TIIoMepyloHeppuT (ciaeBa), rhaauHo3 Kiyoodka (crpasa)
(OKpacka reMaTOKCHUIMH-3031H, yBeaundeHue x200)

Puc. 3 — [locTHeKkpoTHYECKUIT KapIMOCKIEPO3 (CIeBa), MPOAYKTUBHO-HEKPOTHUECKUN apTEPUUT B
MUOKapie (crpaBa) (OKpacka reMaTOKCHIINH-3031H, yBenudeHue x 100)

B pesynbrate mOpOBEAECHHOTO IOBTOPHOTO JETaJbHOTO MOP()OJIOTUUECKOTO
HCCIIeIOBaHUS OBLIIO BRICKA3aHO MPEATNONI0NKEHNE 0 MUKPOCKOTTMYECKOM MOJTUAHTUHUTE.

BoeiBoabi: IIpu AHI[A-accouunpoBaHHBIX CHUCTEMHBIX BaCKyJUTaX B COCYJax
MEJIKOTO W CpenHero kamubpa (Kamwuisipax, BEHyJax, apTepuoiiax) HaOmIaeTcs
HEKPOTU3UPYIOLIEE BOCHAJIEHHUE, coyeTrarouieecs Cc TJIOMEPYIOHEPPUTOM,
IpaHyJIeMaTO3HBIM BOCHIAJICHUEM, OPOHXHAIBHON acTMOM U 03uHOGuIuei. [Iporuos mpu
AHIIA-CB cepbe3eH — npu OTCYTCTBUHU JI€YEHUS CMEPTHOCTb B TEUEHHE MEPBOr0 roja
AHITIA-CB ¢ nmopaxenunem mouek gocturaet 90%. Haumbonee yacto mpuumHON cMmepTu
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SABJISIETCA TIOYEYHAs W JbIXaTeJIbHas HEJOCTATOYHOCTb, WHTEPKYPPEHTHBIE (OCTpHIC)
MH(EKINHU, a TAKXKE CEPIEYHO-COCYANCTAs HEJOCTATOUHOCTb.
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