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Pesiome

CrcTeMHbIE BaCKYNUTbl — 3TO TsXKesible MONMOopraHHble 3a60N1eBaHmns, NPU KOTOPbIX PaHHAS AMArHOCTVKA 1 NleYeHune cylle-
CTBEHHO YNyu4LIaoT NPOrHo3. HakonneHHble NpeacTaBieHns O NnaToreHe3e CMCTEMHbIX BaCKYIMTOB 1 MOSIBIEHNE HOBbIX BO3MOXHO-
CTel NeyeHns 3TUX 3aboNeBaHUiA CTany CTUMYJIOM [/1A NMepecmoTpa CyLecTBYIOLMX onpefeneHnil, HOMeHKNaTypbl 1 pa3paboTku
HoBol Knaccudukaummn. CoBeplueHCTBOBaHME KnaccudUKaLmMm MOXeT CoCcoOCTBOBATb CHIKEHNIO BEPOATHOCTY AMarHOCTUYECKIMX
ownbok. MpeacTaBneHHas CTaTbs NOCBALEHA UCTOPUYECKMM acrekTam GopMrPOBaHs COBPEMEHHON HOMEHKNATypbl 1 Knaccudu-
KaLuy CUCTEMHBbIX BaCKyJIUTOB.

Knioueasble cyio8a: 8ackyum, Kaccugukayus, HOMeHKIamypa

Abstract

Systemic vasculitis is a severe multi-organ disease in which early diagnosis and treatment significantly improve the prognosis. The
accumulated understanding of the pathogenesis of systemic vasculitis and the emergence of new treatment options for these diseases
have become an incentive to revise existing definitions, nomenclature and develop a new classification. Improving the classification
can help reduce the likelihood of diagnostic errors. The presented article is devoted to the historical aspects of the formation of modern
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nomenclature and classification of systemic vasculitis.
Keywords: vasculitis, classification, nomenclature

BackyauT — 3T0 BoCIIaa€HHE CTEHOK KpoBe-
HOCHBIX COCYZOB (CHMHOHHM — aHTHWHUT). Backy-
AWUT — TPYIIIOBOH TepPMHUH, U 0€3 COOTBETCTBYIO-
med KAWHHKO-MOP(OAOTHYECKOH U /HAWU ITHO-
AOTHYECKOH XapaKTepPHCTHUKU He MOKET YIIOT-
PebASITHCS B KaueCTBE HO30AOTHYECKOT0 IUarHO-
3a. BackyAuTEI COIyTCTBYIOT MHOTUM 3aboaeBa-
HUSIM, [IOCKOABKY COCYAHCTBIE CTPYKTYPbI U 0CO-
OEHHO 3HIOOTEANH IIOBPEKIAIOTCS IIPHU Pa3ANd-
HBIX BO3JE€HCTBHSIX.

Cucremubie BackyauTsl (CB) — rpymma 3a-
0oaeBaHHUN, XapaKTepPHUIYIOIIUXCI IPEUMYyIIe-
CTBEHHBIM ITOPasKEeHHUEM CTEHKH COCYZa AI000TO
Kaaubpa II0 THIIy 04YaroBOr0 MAW CEerMeHTapHO-
ro BocIlaaeHUd U Hekpo3sa [1, 2, 3, 4, 5]. OcHoB-
HBIM MOP(OAOTHYECKHUM IIPHU3HAKOM 3TOU I'PyII-

bl 3200A€BaHUM BASIETCH BOCIIAA€HHE COCYH-
CTOH CTEHKH, a IeTepPOreHHOCTb KAMHUYECKOH
KapTHHBI OIIPENEeATeTCs TUIIOM, KaAuOpoM, AO-
Kaau3alyel [opaskeHHbBIX COCYyI0B U aKTHBHO-
CTBIO CUCTEMHOT'O BOCIIaAeHUd [0].

[Tpu CB BocmiaseHMe COCYAUCTOM CTEHKU SIB-
ASIETCS CYIITHOCTBIO OOA€3HHU, B OTAWYHE OT APYTHX
3a00A€BaHUH, ITPU KOTOPBIX BACKYAUTHI — AHIIb
KOMIIOHEHT IIaTOAOTHYECKOTO IIporecca [7]. 9to
A€XKHUT B OCHOBE BBIEACHHUH I€PBUYHBIX U BTO-
PUYHBIX BacKyAUTOB. [lepBuunnie CB xapakre-
PH3YIOTCSH BO3HUKAIOIIUM IIEPBUYHBIM ITOpazKe-
HHEM CT€HKH COCYZIOB C BTOPHYHBIM BOBACUEHH-
€M B IIaTOAOTHMYECKHH ITPOIIeCC OPraHOB U TKa-
Hel 30HBI COCYIHUCTOrO IIOBpexRaeHNUd. Bropuy-
HbIe BACKYAHUTBI PA3BUBAIOTCS KaK OIUH U3 KAHU-
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HHUYECKUX CHHIPOMOB IIpU NH(PEKIIHOHHBIX, ay-
TOMMMYHHBIX, PEBMaTHIE€CKHUX, OHKOAOTHYECKHUX
U IPYTUX OOAE3HSX.

CB oTHOCATCH K HauboAee TIXKEAbIM (POp-
MaM XPOHHMYECKOH IIaTOAOTHH deAoBeKa. [lad
GOABIIIMHCTBA HO30AOTHYECKHX (POPM 3TOH IpyII-
b1 3a00A€BaHUHE XapaKTePHBL: TPYAHOCTH paH-
HeY IUarHOCTHUKH, CAOKHOCTH OTU((epeHITHANL-
HOM AUATHOCTHKH, OBICTPOE IIPOrPecCHpOBAHUIE
Ipoliecca, IPUBOAdAIIee K pPaHHEeH HHBaAUIU-
3alliu ¥ HEepeaKo HMelolee HeOAaTOIpUITHBIN
IIPOTHO3 AAS KU3HU. CAOKHOCTH AU PepeHIIH-
aABHOH NMarHOCTHUKHU CBS3aHBI C TEM, UTO KAH-
HHU4Yeckasa cuMmrromarnka CB Hepenko xapak-
TEPUIYETCH HAAUIHEM ([IE€PEKPEITUBAIOIINXCSI
CUHIPOMOB» [8].

[To MexxayHapoaHOM KAACCU(PHUKAITIN 60AE3-
He#t X nepecmorpa (MKB-10, 1989) CB oTHece-
HbI K XIII kaaccy — «Boae3HU KOCTHO-MBIIIEYHOH
cucreMbD, noarpymnma «CUcTeMHbIe TTOPaKeHUs
COEMUHUTEALHOM TKaHW» U 3aHUMAIOT PYOPUKH
M30 — M35. OgHaKo IPUHAIAEKHOCTE K 60Ae3-
HSM KOCTHO-MBIIIIEYHOH CHCTEMBI B IIAQHE TeP-
MHUHOAOTHH HE COBCEM KOPPEKTHA, HO HCTOPH-
JecKH Oblaa OIIpaBAaHa OOLUIHMMHU 3BEHBSIMU I1a-
TOreHe3a, CHCTEMHOCTBIO IIpollecca U IIoAXoa-
MH K A€KapCTBEeHHOH Tepanuu. HekoTopsie pop-
MbI CB KaaccupUIIUPYIOTCS B APYTUX PYOPHUKAX
MKBE: nypnoypa llenaettna-T'enoxa (D69.0), ac-
CeHIlMaAbHas Kpuoraodyauremus (D89.1), o6au-
Tepupytonwmi Tpombanruut (173.1), Hecrermudu-
gyeckuil aoproaprepunrt (177.8).

HcrTopHusa H3ydeHHA

TepMHH «CHCTEMHbBIE BACKYAHUTBD [TOSIBUACS
CPaBHUTEABHO HEIABHO — IIOPasKEHHE COCYHIOB
BOCIIAAUTEABHON IIPUPOABI KaK CaMOCTOSTEAB-
Hoe 3a00AeBaHte N3YYAIOT [TOCAEHHE OBa BeKa.
OcHoBHbIe HO30AOTHYEeCKUE popMbI CB (B mpesk-
HeY MHTepIIpeTalliN: Y3€AKOBBIH IIepUapTEPUHT,
BHUCOYHBIH apTEePUUT, FTeMOPParudecKuii BacKy-
AuT) 661AM onucaHbl B XIX Beke [9].

[lepBble KAMHHYECKHE OIIHMCAHUS Ilopazke-
HHU4 IepH(pepUIeCcKUX COCYyI0B BhIIIOAHEHBI eI11e
Claudius Galenus Bo II Beke 1o H.3. Y aBTOpPOB,
xkuBIux B XI-XIX Bekax, MOKHO HAUTH YIIOMHU-
HaHUg 3a00A€BaHUY, B KOTOPBIX yIaAbIBAIOTCS
HEKOTOPbIe HO30A0THYECKHE (POPMBI H3BECTHBIX
B HacrodIee BpeMs CB, mpu 3ToM B TedeHUE
JAUTEABHOTO BPpEMEHH BOCIIAAUTEABHAS IIPHUPOIA
9TUX 3ab60AeBaHUM 0OCTaBaAACh HEPACIIO3HAHHOM.

B kone XVIII Beka aHTAMHCKUY XUPYPT U
anaToM John Hunter nepBbIM IIPEATIOAOKHA, UTO
COCYOUCTBIE aHEBPU3MBI MOTYT 00pPa30BLIBATH-
Csl B pe3yAbTaTe BOCIIAANTEABHBIX U3MEHEHUH B
apTepHsax, a He TOABKO BCAE/ICTBHE BPOXKIEHHOH
caaboctu cocymuctoit creHku [9]. B 1815 roay
Joseph Hodgson mmpencraBua nmepBoe yoeauTeAb-
HOe HabAIOleHHe BOCIIAAUTEABHOTO IIpoliecca B

creuke aptepuu [10]. B 1840 rony dppanIty3cKuii
raumHUIUCT Jean Bouillaud BBeA TepMuH «peB-
MaTHYEeCKHUH apTepUUT».

C XIX Beka He CTUXaAU AUCKYCCHUHU O IIPU-
PO/Zie BACKYAHTOB, B YaCTHOCTH, OOCYZKIAACS BO-
IIPOC O TOM, C KaKOI'0 CAOS apTepHaAbHOM CTEH-
KM HaumHaeTcs BocllaseHHe. Hemenkui#t mnaro-
Aor Rudolf Virchow HacramBaa, 94To BocIase-
HUe HauuHaeTcs B MHTHUME U Ha I'paHulle HHTH-
MBI U MEIWH, U CBA3bIBAA aTEPOCKAEPO3 C BOC-
TaAUTEABHBIM «pa3apakeHueM». PaboTaBiruii
B Bene Karl von Rokitansky npenamoaaraa, 4aTo
BOCIIAAUTEABHBIH IIPOIIECC IIPU apTEPUUTE IIPO-
TEKaeT B aBEHTUIINH.

OcHOBOIIOAQTAIOIIUM B YVY€HHH O CHCTEM-
HBIX HEKPOTHU3UPYIOIINX BaCKyAHTaX CUHTAET-
cg 35-CcTpaHUYHBIA TPy HEMEIIKHUX HCCAEI0BA-
Teaeii: TepaneBTa Adolf Kussmaul u mmaToaoro-
a"Hatoma Rudolf Maier u3 ®paiibypra, BbIIIE-
miuii B 1866 roay. B pabore 6biaa 11oapo6HO OITH-
caHa UCTOpPUA 00A€3HU 27-A€THETrO MYKYUHBI C
OCTPO pasBHUBIIeHica AUXOPaLKOH, pacipocTpa-
HEHHBIMHU MHaATHSIMH, MHOXKECTBEHHBIM MOHO-
HEBPHUTOM, O0AIMU B JKHUBOTE U IPOTEHUHYpHUEH.
[Tpu ayToricuu 6bIAM BUIHEBI Y3€AKH, PACIIOAOKEH-
HBIE BJIOAB apTepHuil cpeqHero kaauopa. Mukpo-
CKOITMYECKOE HCCAENOBaHUE IT0Ka3aA0 MHTaKT-
HOCTBb MHTHMBI IIOBPEXKIEHHBIX COCYI0B, B TO Bpe-
M KaK B MEIVUH U aIBEHTUIINH OTMEYaAUCH BbI-
pasKeHHbIe BOCIIaAUTEABHbIE H3MeHeHNd. B rmou-
Kax ObIrna OOHapysKeHa KapTHUHA «OCTPOH O0Ae3HHU
Bpatitar. Adolf Kussmaul u Rudolf Maier cBsg-
3bIBAAM U3MEHEHUS B apTepPHIX C BOCIIaACHHEM
HapPY>KHBIX CAOEB COCYIHCTOH CTEHKHU U IIPEAIIO-
AOIKHIAU, 4YTO BOCIIAAUTEABHBIH ITPOIIECC MOIKET
pacrIpoCcTpaHaTbCS B OKPYzKAaloIllle TKaHH!, I10-
YeyHyIO0 [TapeHXHUMY, MBIIIbI. V3MeHHAOCEH Ha-
3BaHNe 3TOro 3a00AeBaHUS — Y3€AKOBBIH ITOAU-
apTepuuT. B mocaenyroiiemM GOABITHHCTBO APY-
rux popm CB xapaKTepH30BaAUCh ¥ KAACCH(DU-
IIUPOBAANCH Ha OCHOBAHHM UX OTAUYHA KU CXOJI-
CTBa C Y3€AKOBBIM IIOAHAPTEPHUUTOM.

Muorue Kaaccudeckue onucanusa CB Obiau
pencTaBAeHBI K Hadaay XX Beka. Ha mporaske-
HUH XX BeKa IIPOUCXOIHAO MHTEHCHUBHOE H3Y-
JeHHe aToreHe3a 3TUX 0oAe3Hed 1 pa3pabarh-
BaAHCh TepalleBTUYeCKHUe cTpaTeruu. Mayuenue
[JAHHOM IpyIIIbl 3a00AeBaHU#H, BbIIEACHHE HOBBIX
HO30AOTHYECKHX (POPM IIPOIOAIKAIOTCH U CETOI-
Hd; Tak, HanpuMmep, B 2014 rogy omnucaH CHH-
POM BaCKyAWUTa, aCCOLIMUPOBAHHOIO C ['eHETH-
YEeCKH NeTePMHUHHPOBAHHBIM Ae(OUITUTOM ame-
HO3WHAe3aMHUHa3bI-2 [11].

B Poccuu n3ydeHre BaCKyARTOB Ha4aA0Ch B
cepennHe XIX Beka. C umeneMm [AmMmutpudg Kap-
AoBH4Ya BoliTa CcBA3BIBAIOT IIEPBOE YIIOMUHAHNE
o0 reMopparudeckoM Backyaute. B 1860 rony on
IIoAy4YaeT 3BaHMue JOKTOpa MeAUITNHBI B MOCKOB-
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CKOM YHHUBEpPCHUTeTe, 3alTUTHUB pabory «[lypiry-
pa (purpura)» [12].

Boarsmio#t Bkaan B usydenue CB BHecau
OTe4YeCTBEHHbIE yUeHBIe, IBACGIONINECS CTOPOH-
HHUKaMH KAMHHYECKOTO0 II0AX01a K BOIIpOcaM M-
arHOCTHKH U BeZeHUd OOABHBIX C CUCTEMHBIMH
3aboaeBanuamu. Maydenune CB 1OAKHO OCHOBBI-
BaTbCHd Ha IIHPOKOM ITIOHUMAaHHH ITaTOAOTHYECKHIX
ABA€HUHM, KAMHUYECKOM MBbIIIIA€HUH U WHIUBH-
OyaAbHOM Ioaxofne K 6oapHOMYy. Ocobas 3acay-
ra B 9TOM ITpUHanAeXUT EBrernuio MuxaiinoBu-
gy TapeeBy u ero mkoae [1]. I[TepBoe omucanme
IPUKU3HEHHO OUATHOCTUPOBAHHOI'O Y3€AKOBO-
ro roavaprepunuta npenacrassesHo E. M. Tapee-
BBIM B 1926 rony. Pe3yabTaThl faAbHEHIIIETO U3-
yueHHUs 3ToM mpobaeMbl ITpu ydyactuu B. A. Ha-
coHoBo#, O. M. Bunorpanosoii u H. I'. I'yceBo#t
npeacTaBAeHbI B MoHorpadguu «KoasareHosbn»
(1965), B KOTOPO# raaBa IIOCBAINEHA Y3E€AKOBO-
My IIEpUAPTEPUUTY (ITOT TEPMUH 0O0OCHOBAHHO
B IIOCA€yIOIlleM ObIA 3aMeHEeH Ha y3eAKOBBIH I10-
AUAPTEPUHT).

OCHOBOIIOAOKHHUKOM VU€HHS 0 ITaToMOpPdo-
3e CB B Hameii crpane aBagerca Hukura Epe-
MmeeBud dApeiruH. B 1964 rogy B coaBTOPCTBE C
P. H. TTorexunoii 1 T. M. ['oanKoBO# GbIAa BBIITY-
mieHa MoHorpadus «[panyasemaros Berenepar, B
1970 rogy B coaBTOopcTBe ¢ K. A. TopHak — mo-
HoOrpadud «Y3eAKOBBIH IIepHaAPTEPUUT, TPAHYyAE-
MmaTto3 Berenepa, coueranHble (OPMBI CUCTEM-
HBIX BaCKyAUTOB», B 1980 roay B coaBTOPCTBE C
B. A. HaconoBoii u P. H. [TorexuHo# — MoHOTpa-
pug «CrcTeMHbBIE aAAEPTHYIECKHE BACKYAUTHD [13].

B 1975 roay H. E. dpbiruu paspaboraas Kaac-
cu(PUKAIIUI0 BACKYAHTOB, YYHTHIBAIOIIYIO BbI-
PazKEeHHOCTh MMMYHHBIX HapylieHuil (o6paTu-
MBbI€ — OCTpBIE U HEOOpaTUMbIe — XPOHUYIECKHE)
U II03BOASIOIIYIO OCYIIIECTBASTE OIIPEAEACHHbBIH
BBIOOD TAKTUKU AeueHus [14]. BaxkHo BeXoil B
pazButuu ydenus o6 CB B Hale#t crpaHe siBU-
Aock HanucaHue B 1988 rogy E. H. Cemenko-
Bo¥ MoHorpaduu «CHCTEMHBIE BAaCKYAUTBD».
E. A. Haconos, A. A. Bapanos u H. II. llluaku-
Ha B 1999 romoy BeImycTHAM MOHOTpaduno «Ba-
CKYAHUTBI U BaCKyAOIIaTHH».

Tpyapl MHOTHX VI€HBIX ITO3BOAMAM CyMMHU-
pOBaTh KaK OTEYECTBEHHBIH, TaK U 3aPy0esKHBIH
OTIBIT M3YYEeHUd NaHHBIX 3aboaeBanuii. [Tpomoa-
KaeTcs 3Ta pabora U ceromHs.

HomMmeHEKAaTypa (TEpMHHOAOT'HA)

Cucrema HOMEHKAATYPhI (HO30AOTHS) — 3TO
He CHUCTeMa KAACCU(PUKAIIUHY U He JHATHOCTHYe-
ckadg cucreMa. CucreMa HOMEHKAATYPBI 3a60Ae-
BaHUY oIlpenieaseT Ha3BaHHE, KOTOPOE CAELYET
HUCIIOAB30BaTh JASI KOHKPETHO OIIPEIEACHHOTO 3a-
6oaeBanmsa. CucTeMa HOMEHKAATYPBI CO31aeTCs
Ha OCHOBE COCTOSHUS 3HAHHUH Ha MOMEHT ee pas-
paborku. HazBaHmue u orpeneaeHre 3a00AeBaAHUA

ABASIOTCS JAHHOCTBHIO (T.€. yKa3aHbl B IPUHATON
cucTeMe HOMEHKAATYPHI), TOTIa KaK JUarHOCTH-
YeCKHe U KAACCH(PHUKAIINOHHBIE KPUTEPHU — 3TO
IIpU3HaKH, KOTOPbIE MOXKHO HaOAIOOATE y IIAIlH-
€HTa, YTOOBLI Ha OCHOBAHHUU OTHUX JAAHHBIX MOXK-
HO 6BIAO CEAATH BBIBOJ, O HAAMYHH 3a60AeBaHNS
[6]. C TeueHHEM BpeMEHU HEKOTOPhIe KAIOUEBbIE
aCIIeKTBhl TEPMHUHOAOTHH HAYHWHAIOT BOCIIPHHU-
MaThCd KaK yCTapeBIIHE B CBA3U C yClleXaMU B
IIOHUMAaHHH 3THOAOTHH U IIaToreHe3a 3aboreBa-
Hul. I3aMeHeHHe IOHUMAaHHUI CyTH IIPOHUCXOMSI-
LIET0 IIPHUBOIUT K IIEPECMOTPY CYIIIECTBYIOIINX
oIpeneAeHu, HOMEHKAQTYPbI ¥ pa3paboTKU HO-
BbIX KPUTEPUEB.

TpyoHOCTH B CO3aHUU €IHNHOH HOMEHKAA-
TYPBl (TEPMHUHOAOTHH) BaCKyAUTOB CBS3aHBI C
UX MHOroobpasmeM, KAMHUYECKHM CXOICTBOM,
CAOKHBIM IIPOIIECCOM AHUArHOCTHKU. Ha mpaxk-
THUKE OJHUM T€PMHHOM HepeaKO Ha3bIBalOT CO-
BEPIIIEHHO pa3Hble BACKyAHTBI, OTAHYAIOIIHE-
Cd IIPOTHO30M H TepareBTHYECKOH TaKTHUKOH
(HammpuMep, AUATHO3 «TeMOPPATrHIeCKHH BaCKy-
AUT» YCTAHABAUBAaETCHd KAMHUYECKHU IIPH HaAHU-
YUH IIaABIIUPYEMOM IIyPIIyphlI, KOTOpas MOXKET
HabOAIOIATHCS IIPU PA3AMYHBIX BACKYAUTAX: BCEX
ANCA-accortuupoBaHHBIX BAaCKyAUTaX, KPHOTAO-
OyAMHEMHUYECKOM BaCKYAWUTE, BACKYAUTaX IIPU
CHCTEeMHBIX 3a00A€BaHUIX, BACKYAUTE, ACCOIIHH-
POBaHHOM CO 3A0KAYECTBEHHBIMH 3a00A€BaHMsI-
mu u ap.) [14]. [lyraruny B nouumanue CB BHO-
CHUT CYLIECTBOBaHUE OOABIIOIO KOAMYECTBA Y-
OAMPYIOIIMX HA3BAHUY BaCKYAHTOB, CPeIU KO-
TOPBIX MHOI'O 3IIOHUMHYECKHUX TEPMHHOB. JIIO-
HUM — Ha3BaHHe 0OA€3HH II0 MMEHU YeAOBeKa,
BIIEPBBIE €T0 OOHAPYKUBIIIETO UAH OTTHCABIIIETO.

OTCyTCTBHE [0OATOE BpeMs OOIIEeTIPHUHITHIX
ompeneaeHu 1 KpurepueB CB yCAOKHIAO IIPO-
BeJleHIe HCcAeqoBaHu B 9Tol obaacTu. [asa pe-
IIEHUS 9TOT0 BoIIpoca AMepUKaHCKasa KOAAETHS
peBMmaTonroroB (ACR) paspaboTasa U ommyGAUKO-
Basa B 1990 roay KpUTepUHU OAS KAaacCU(pUKa-
WU (OIIpedeAeHHe) CEMH II€PBUYHBIX CHCTEM-
HBIX BACKYAHTOB. OTH KPHUTEPHUH CTAAH PE3YAD-
TaTOM aHaAN3a YyBCTBHTEABHOCTH U CIIEITU(DUY-
HOCTU KOMOMHAITUH KANHUYECKHUX IIPOSIBACHUH
3aboaeBanuil y 807 maieHTOB, KOTOPBLIM AHAa-
rHoctupoBaH CB. 3azmaueii aToro uccaeoBaHuA
OBIAO CO3maHMe KAACCH(OUKAIIMOHHBIX (HE aua-
THOCTHUYECKHX) KPUTEPUEB, a He pa3paboTKa Ho-
MmeHKAaTypbI CB. OgHako kpurepuu ACR nmo3so-
AVIAHL COIIOCTaBASATH JAHHBIE O PACIPOCTPAaHEH-
HOCTU pa3HbIX (POPM BaCKYAHTOB U Ooaee 3p-
PEeKTUBHO pa3pabaTbIBaTh IOAXOALI K JUATHO-
CTHUKE U ACYEHHUIO.

[To muenwuto peBMaTosoroB Gonzalez-Gay M.,
Garcia-Porrua C., kaaccurKanmoHHbIE KPUTE-
puu, npenaoxkeHuble ACR, He JOAKHBI paccMa-
TPUBATHCI KaK JUATHOCTUYECKHE, HO MOTYT OBITh
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HCIIOAB30BaHbBI B SIIUAEMHOAOTHYUECKHUX UCCAEIO-
BaHugax [15]. OHH OTMeYaAu TPU OCHOBHBIX He-
JocTaTKa: OTCYTCTBHE Cpeay paccMaTpHUBaeMbIX
CB MHKPOCKOIIMYECKOI'0 IIOAHMaHTHUTA; OTCYT-
CTBUE aHTHUHEHPOTPOPUABHBEIX aHTHUTeA (AHLIA)
B Ka4eCTBe JAUaTrHOCTHYECKHUX MapKepPoB; HEKOP-
PEKTHOE HUCIIOAb30BaHUE IIPaKTUIECKUMU Bpada-
mu KputepueB ACR Kak 30A0TOTO cTaHOapTa B
nuarHoctuke CB. OTu kputepuu xapakTepusy-
IOTCH JOBOABHO BBICOKOH 4yBCTBUTEABHOCTBHIO K
CIEIIU(PHUIHOCTBIO IASI THTAHTOKAETOYHOIO apTe-
puuta u cuaapoma Yapra-Crpocca. OgHako au-
arHOCTHYECKHE BO3MOKHOCTH 3THX KPUTEPHUEB B
[IPaKTHUYIECKOH NeITEABHOCTH PEBMATOAOIOB 1 Te-
parieBTOB OKa3aAUCh HEIOCTATOYHO BaAUIHBIMHU
npu apyrux CB. Ilpu Bcex cBoux HemocTaTKax
IIpeIAOKEeHHbBIE HAOOPBI KPUTEPHEB IIPOIOAIKAAN
HCIIOAB30BaThCS Ha IPOoTd:KeHUH 1oyt 30 AeT.

Caenyroluii aTar pa3sBUTHI HOMEHKAATY PbI
CB - IlepBaga MexayHaponHasi COTAaCUTeAbHAas
KOH(pepeHIHs, TpoBeneHHas B 1994 rony B ro-
poxe Chapel Hill (CeBepuasa Kapoauna, CIIIA). B
cocTaB KOMHTEeTa BXOAWUAN HHTEPHUCTHI, peBMa-
TOAOTH, HEBPOIIATOAOTH, UMMYHOAOT'H ¥ IIATOAOTH.

[eanbro KOH(pEPEHITINH OBIAO TOCTHIKEHHE KOH-
CeHCcyca 10 HOMEHKAATYPE CHCTEMHBIX BACKYAU-
TOB. BbIAN IpenAoKeHbI Ha3BaHUS U OIIPeeAe-
HUd IAg o6o3HadeHus 10 Hamnboaee pacipocTpa-
HEeHHBIX (hopM BackyauTa. [Io MHEHUIO yIaCcTHH-
KOB KOH(EepEeHIINH, Kaxkaasa opMa, COTrAacHO
CTaHIaPTH30BaHHOM CHCTeME, MOATKHA UMETH HO-
MEHKAATYPHYIO KATeTOPUIO, Ha3BaHUe OOAE3HH,
JacTo coBriamaronieii ¢ guarHo3oM [16]. Tlpen-
CTaBA€HHasd HOMEHKAATypa He IIpeasarasa Habo-
pa Kaaccu(pUKAIIMOHHBIX UAU JUATHOCTUYECKHUX
KpuTepueB. BOABIIIMHCTBO onIpeieAeHUH yIHUThI-
BaA0o MOP(OAOTHUECKHE U3MEHEHHS, UTO 3aTPYI-
HSIAO IIPHMEHEHHE 3TOM CHCTEMBI B IIOBCETHEB-
Ho#t mpakTuke [17]. He Gblra mpemaozKeHA HO-
MEHKAATypa AT HEKOTOPBIX OTHOCUTEABHO pac-
IIPOCTPaHEHHBIX (DOPM BAaCKYAUTOB, TaKHUX KakK
BTOPHUYHBIN BaCKyAUT 10 OTHOIIIEHHUIO K APYTHUM
3a60A€BaHUIM.

B cBa3u ¢ OTCYyTCTBHEM BaAWIHBIX JUATHO-
CTHUYeCKUX KpuTepHeB naa CB kaaccudHrarimoH-
Hble Kputepuu ACR 1 onpeeseHHUs (HOMEHKAA-
Typa) coraacuteabHOM KoHpepeHmu B Chapel
Hill vacTo B mmpakTU4YecKoil AeITeAbHOCTH HC-
IIOAB3VIOTCS B JUATHOCTUYECKHUX IIEAdX B Kade-
CTBE€ aAbTepPHATHBEI.

B maugaae 2000-x romoB IIHUPOKO AUCKYTHU-
poBaAcg BOIIPOC O CMeHe Ha3BaHUH (9IIOHHUMOB)
B HOMEHKAAQType BacKyAuToB. PaccmarpuBa-
Auch pekoMmeHmamu ACR, AMepuKaHCcKoro o6-
mectBa Hedpposoruu (ASN) u EBponeickoii rrpo-
TuBopeBMaTudeckoii amru (EULAR) o HomeHKAa-
Type CB 1 3aMeHe 3II0HHMMOB Ha COBPEMEHHYIO
TEePMHUHOAOTHIO.

B2010romy Falk R., Gross W., Guillevinetal L.,
3aHUMaIoIINecs IpobaeMoil BACKYAUTOB, IIPEI-
AOKHAW HOBOE Ha3BaHHe rpaHyaseMaro3a Bere-
Hepa — «TPaHyAEMATO3 C TIOAMAHTHHUTOM» C abbpe-
Buarypoii ['TIA (Granulomatosis with polyangiitis
(GPA). TIpenaokeHO M3MEHEHHE TEPMUHA «II0-
AUAPTEPUHUT C IIOPAKEHUEM AETKHUX» (B pPa3HBIX
Tpauckpuniuax Yapra—Crpocca, Churg-Strauss
syndrome) Ha «303MHO(PUABHBIH TPAHYAEMATO3 C
IIOAMAHTHUTOM». VI3MEeHUTb Ha3BAaHUS IIPEIIIO-
AaTaAd ¥ TaKHUM 3II0HHMaM, KakK cuHApoM Bex-
gera, cuHApoM KaBacaku, cunapom I'yamacue-
pa, cuHEapoM MoIIKoBHYa, CHHIAPOM AYTH aop-
TbI (Takascy). B oreqecTBeHHOM TpakKTHKeE apTe-
puut Takasacy BmoaHe 000OCHOBAHHO ObIA 3aMe-
HEH TEPMHUHOM «HeCIelIn(pUIeCKUE aopToapTe-
puut [18, 19].

Hcrioab3oBaHue KasKIOTO SIIOHHMAa BacCKy-
AuTa OBIAO OOCYZKIEHO YYaCTHUKAMH 2-¥ Mexk-
OyHapOLHOM COTAAQCHUTEABHON KOH(MEPEHIINH B
Chapel Hill (2012), 4T00BI OIPEeAEAUTE, II0IXO0-
[OUT AW HE3IOHHUMUYHBIM TepMHUH AT 3aMEHBI.
[IprHUMaAca Bo BHHMaHHE TOT (pakT, 4TO Cy-
LIECTBYIOIME 3IIOHHUMBI HUMEIOT II€HHOCTH IIPH
KAACCH(PHUKAIIMU BAaCKYAUTOB M He JOAXKHBI 3a-
MEHATBHCH HECHEeIHU(PUIECKUMHU OIIHCATEeAbHBI-
MU T€PMHHaAMH, AHUIIEHHBIMH 1aTO(U3HOAOTH-
4eCKOH CIIeITHU(PHUIHOCTH. B 11eA0M 31IOHUMBI CO-
XPaAHSIAUCH, €CAH OBIAO HEOCTATOYHO ITOHHMA-
HUS ITaTO(U3HNOAOTHH, YTOOBI IIPEIAOKUTE AAb-
TepHATUBHOE Ha3BaHUE.

[MpenmytiectBom HoMeHKAATYpBI Chapel Hill
(2012) aBasieTcd ee SCHOCTD U IIpocToTa. [lecdaTs
CHHIPOMOB IIEPBHYHOI'O BACKYAWUTA OIIPEIEASTIOT-
cd B 3aBHCHMOCTH OT pa3Mepa cocyna. Backy-
AUTBI MEAKHX COCYIOB IIOAPa3AEAIIOTCS B 3aBH-
CHMOCTH OT HaAW4YH{ HAH OTCYTCTBHUS I'pPaHyAe-
MaTO3HOI'0O BOCIIAA€HHUS B ABbIXaTEABHOH CHCTe-
Me, 203MHO(OUANN U UMMYHHBIX OTAOKEHUH Ha
CTEeHKaX COCYIOB.

KaaccudHKala CHCTEMHBIX BACKYAHTOB

Kaaccudukariysa — 3To pacupegeseHre MHO-
JKeCTBa Pa3HOPOIHBIX 0OBEKTOB I10 IPyIIIaM Ha
OCHOBaHUHU KaKUX-AUOO ITPU3HAKOB. [Ipu3HaKu,
KOTOPBIE pasAndaroTcs y pasHbix popM CB 1 mo-
TyT OBITH HCIIOAB30BAaHBI A KAACCH(PUKAITHH,
BKAIOYAIOT: 3THOAOTHIO, IIaTOI€He3, THII IIopa-
3KEHHOI'O COCy[a, TUII BOCIIaA€HH, IIPEATIOUTH-
TEeABHOE pacIpeieA€HIe I10 OpraHaM, KAMHUYe-
CKUeE IIPOIBAECHHUS, FTeHETHIECKYIO ITPEIPaCIIOAO-
3KEHHOCTb U OTAMYHUTEABHBIE JeMorpadudecKue
XapaKTEePUCTHUKH (HAIIpUMeP, B OTHOILIIEHHUH BO3-
pacra, 1moaa, packl, THUYECKOH IIPHHAIAEKHO-
CTH U reorparuecKoro paclpeieAeHus).

Kraccudpukanusa 3aboaeBaHHU Ha OCHOBE
STHUOAOTHH HaCTO SIBAFETCS IIPEAIIOYTUTEABHBIM
IIOAXO/IOM, OTHAKO IAS OOABIIMHCTBA BACKYAU-
TOB 9T0 HEBO3MOIKHO, IIOCKOABKY 3THOAOTHS He-
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u3BecTHa. Boasimaa rpynna CB BecbMa pasHo-
poaHa II0 OCHOBHBIM IIATOT€HETHYECKHUM MeXa-
HH3MaM, 0OCOOEHHOCTSIM MOP(OAOTHIECKOTO Cy0-
cTpaTa IIopaskeHUs COCYANUCTON CTEHKH (HEKPO-
THU3UPYIOIIUN, I'PaHyA€MaTO3HBbIN, ACHKOLIUTO-
KAACTHYECKHUH), 10 IPEeUMyIIeCTBEHHOMY IIO-
PazKEeHHIO0 TOTO MAW MHOT'O0 KaAubpa COCYyAHCTO-
IO AOXKA, UYTO OOBSICHSET OTCYTCTBHE OOIIEIIPHU-
3HaAHHOM KAaCCU(PUKAIIMN CHCTEMHBIX BACKYAH-
TOB JOATOE BPeMsl.

[TepBbIe HONBITKH CO34aTh KAACCU(DHUKAITNH
BaCKYAUTOB ObIAM IpeanpuHaTsl B 20-30-x ro-
nax XX Beka. BHagase BaCKyAnThI BKAIOYAAHCH B
KAACCH(PHKAIIMOHHBIE CXEMBI COCYIHUCTBIX 3a60-
A€BaHUY, HAPAAY C AereHepaTUBHBIMU HAHU OILy-
XOAEBBIMH COCYAMCTBIMHU IIpolieccaMu. Hekorto-
pble 3aboAeBaHNSA OTHOCHAHCH K TeMopparude-
CKHM [HaTe3aM.

K Hauaay S50-x rogoB XX BeKa ObIA HAKOTIAEH
OT'POMHBIN KANHUKO-MOP(OAOTHYECKHUH MaTepH-
aa mo mHOTUM (popmam CB. Omnmpasics Ha cy1ie-
CTBYIOIIIME TEOPUHU IIaTOTeHe3a, aMePUKaAHCKUH
natoaor Pearl Zeek mpemaoxkmaa KaacCuUKa-
IIUIO CHCTEMHBIX BACKYAUTOB. ABTOP BBIAEAHAA
S OCHOBHBIX THIIOB BaCKyYAHTOB: BaCKYAUT T'H-
[IePUyBCTBUTEABHOCTH, aAA€PTUYECKHUH IpaHy-
AEMaTO3HbIH aHTHUHUT, PEBMaTHYECKHUH apTepH-
UT, Y3€AKOBBIH IIepHapTEPHUUT U BHCOYHBIH ap-
TepHUUT. [Ipu BeIIEAEHUN HO30AOTHYECKUX (hOpPM
HUCIIOAB30BAaH IIATOT€HETUYECKUH IPUHITHII, YTO
criocobcTBOBAAO HoAee YeTKOH CUCTeMaTH3aITHN
¢dopM 3a60AeBaHUHE K 0KA3aA0 BAUSHHE Ha XOJ
[MaAbHEUIIero ux u3ydeHus. B TedyeHne fAUTeAb-
HOT'0 BpEMEHH TEPMUH «Y3€AKOBBIH ITepHUapTePU-
UT» CAYZKHA COOHPATEABHBIM ITOHATHEM JIAS BCEX
¢dopM BaCKyAHUTOB, 4TO I103BOANAO Zeek P. (1952)
3aMEeTUTh, UTO OH HUIPAET POAb «KOP3UHBD» IAS
HUuX. B 1952 rony oHa BBeaa TEPMHH «<HEKPOTH-
3UPYIOIINHE BACKYAUT», IIPU KOTOPOM ITATOAOTH-
4ecKHe M3MeHeHHd HabAIoaloTcd Kak B apre-
pHax, TaK U B BeHaX, U XapaKTepPHU3yIOTCS BOC-
HaAreHHeM U (pUOPHUHONIHBIM HEKPO30M BO BCEX
Tpex 060A0YKaxX cocymoB [9].

Co BpeMeHH IIePBOH IOIIBITKHU KAacCH(PUKA-
I BacKyauTa 110 Zeek P. 60ABIIIOE KOAMYECTBO
HuccaegoBaTeAeH IIBITAANCH YAYUIITUTD KPUTEPUH
raaccudukamu. B 1964 roqy Alarcon-Segovia D.
u Brown A. IpeIAOKHUAY HOBBIM BapHaHT KAACCH-
duKanuy BaCKyAUTOB, KOTOPBIH He UMEA IIPHUH-
IIUIIHAABHBIX OTAMYHHY 0T Kaaccudukanmu Zeek P.
TepMHUHBI «BACKYAUT THIIEPIYBCTBUTEABHOCTH U
«peBMaTHYECKUH BAaCKyAUT» 3aMEHEHb] Ha «aAAeP-
TUYECKUM BAaCKYAUT» U «BACKYAUT IIPU KOAAATE-
HOBBIX 60oAe3HsSX». B ToM ke 1964 romy Winkel-
man R. u Ditto W. Bbrgeanan geTbrpe (oopMbI Ba-
CKYAHUTOB: HEKPOTHYECKHUE UAU aAAEPTUUECKHE,
AuM@OIIUTapHbIE, AUBEI0 U BTOPHUYHbIE aHTUH-
Tb1. B 1975 roay R. de Shazo o6beIMHUA B IOHS-

THE «AeHKOIIUTOKAACTUYECKUH BaCKYAUT» BaCKY-
AWT TUIIEPYYBCTBUTEABHOCTH, IIypIrypy LllenaeH-
Ha-T'eHOXa ¥ BACKYAWUTBI [IPU PEBMaTHYECKHUX 3a-
b6oaeBaHMaX. B ero kaaccudpukaimu rpaHyseMa-
T03 Berenepa BriepBbIe ObIA IPU3HAH B KAYECTBE
OTZEABHOH HO30A0THYeCKOH popMBI. [TpuHITHITH-
aABHBIM IIAroM BIIEPE] cTasa KaacCH(pHKaIlusa
Fauci A. c coaBr., omybAnkoBanHas B 1978 roxy.
ABTOpPBI PACIINPHAH CIIEKTP BKAIOYEHHBIX HO30-
AOTHH, B TOM YHCAE 3a CUET OIIMCAaHHOH He3a10A-
ro fo ee co3nanusa 6oae3nu KaBacaku, a CHHAPOM
Yapra-Ctpocca OTHECEH B I'PYIILYy y3€AKOBOI'O
noanapTepuuTa. Mnes pasneseHus BaCKyAUTOB
Ha OCHOBAHUU IIPe0O0AaJAIOIETO THIIA MOPEOAO-
THYECKHUX U3MEHEeHHH M pa3Mepa IIOpakeHHBIX
COCyZIOB TakxKe BbIcKazaHa Alarcon-Segovia D.
B 1980 romy.

CymiecTBEHHBIM LIATOM B Pa3BUTUH II0IXO-
OB K KAACCU(PUKAIIUN BAaCKYAUTOB CTaAH pabo-
TbI MOpcoaora Lie J. T. B 1988 roxy oH mpemao-
JKUA pa3nesdaTh HHPEKIMOHHbBIE U HeMH(EKITH-
OHHbIE BaCKyAUTBI. HemH(pEeKIIMOHHbIE BACKYAH-
Thl pa3feAeHbl Ha 3 OCHOBHBIE I'DYIIbI B 3aBH-
CHMOCTH OT IIPEUMYIIIECTBEHHOI'O THIIA U pa3Me-
Ppa BOBAEYEHHBIX COCYyI0B. MI3MeHeHHus B KAACCH-
dbuKauy oH IIPOBOAMA B TedeHHe 90-X romoB.

[TomBITKY HCIIOAB30BATH ITATOTeHe3 3aboae-
BaHUS B Ka4eCTBE OCHOBBI JAT KAACCU(DHUKAIINH
BacKyAWTOB IipeanrpuHsaan Sundy J. 1 Haynes B.
B 1992 roay. ITpo6aema 3TOT0 IOAX0Ia COCTOSIAA
B TOM, YTO [IaTOIre€He3 MHOTHX (pOpM BaCKyAUTOB
10 KOHIIAa He U3Y4eH U IIPECTaBASIETCS H3AUII-
He KOMIIA€KCHBIM [IAS BBIIEACHHUS OJHOTO BEIY-
LIIero MexXaHHu3Ma.

B raaccudukayax, npensaraeMbIX COBET-
ckumu aBropamu (Kypmrakos H. A., TapeeB E. M.,
Teomopu M. H.), B kauecTBe raaBHBIX popm CB
BBIZICASIAH Y3€AKOBBIH ITepHUaAPTEPHUHUT, O0AHUTEPH-
PYIOIIME TPOMOAHTHUT, TeMOPPATHIECKU I BaACKY-
AWT, OOAUTEPUPYIONIHE OpaxuolieparbHBIH apTe-
puuT, K 60aee pearuM popMaM OTHOCHAN BHCOY-
HBIM apTEePUUT, TPOMOOTHIECKYIO TPOMOOIIHNTO-
neHudeckyro nypnypy. Kaaccudukaiug Teono-
pu M. U., AaekceeBa I'. K., ITusipenkoBa O. B.
(1968) BBeaa TOHATHE O MEPBUYHBIX U BTOPUY-
HBIX BacKyAuTax. Knaccudmkarms dperruaa H. E.,
Fopuaxk K. A. (1969), ITorexunoti P. H. (1970) pac-
IIpeeAsina BaCKyAUTHI Ha HEAAAEPTHUECKHE K aAAep-
THYECKHE (MECTHBIE, TeHEPaAN30BaHHbBIE); OCTPhIE
U XpoHHYeckue. B pabouelt kaaccuduranuu u
HOMEHKAATYPE peBMaTUYECKUX 00Ae3HEH, PEKO-
MmeHnoBaHHOM III Bcecoro3HbIM chre3m0M peBMa-
ToaoTOB (BuabHIOC, 1985), cucTeMHBIEe BACKYAH-
Tbl 00'BETMHEHBI B OHY PyOpUKy [1].

B nexkabpe 1997 roma Ha eXKeroaHOH KoHge-
penitnu MHcTuTyTa peBmarosoruu PAMH, mo-
CBSILIEHHOM BaCKyAUTaM M BaCKyAONIaTHAM IIPHU
peBMaTHYECKHUX 3200A€BaHUIX, ObIAU IIPEACTaB-
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A€HBI 3apyDOesKHbIe U OTeUeCTBEHHbBIE KAACCH(U-
KalliHl BaCKyAHTOB, IIOCTaBAE€HBI CIIOPHbIE BO-
IIPOCHI 110 UX HOMeHKaatrype. Ilo pesyabraram
OUCKyCCcUi ObIAO MPUHSTO pellleHre 06 aganra-
IIUH UCIIOAB3YEMbBIX TEPMHHOB, HOMEHKAATYPHI 1
OTEeYECTBEHHOM KAACCH(PUKAIIMN CUCTEMHBIX Ba-
CKYAUTOB K MEXIYHAPOIHOH AT OCYIIIECTBACHMS
PETHCTPAIIUH 3TUX HO30AOTHYECKUX (DOPM B paM-
KaxX peBMaTHYeCKUX Ooae3He. PelieHo cTaBUTD
[OUArHO3 BACKYAHTA B COOTBETCTBHUU C MEXKIyHA-
ponHBIMU cTaHmapTamu [20].

B MexayHapoaHoi KAaCCUPUKAIINH 6OAE3-
Hett 9-ro tepecmoTpa (1975) BaCKyAUTHI OBIAM OT-
HeCceHBI K pyopuke «BoAe3HU apTepuii, apTepu-
OA U KaIlUAASPOB». ['eMopparundecKuil BaCKyAHUT
[ITenaetina-I'eHoXa BKAIOYEH B pasgeA (M Haxo-
OUTCL TaM I10 HacTosIee BpeMmsd) «Bboae3Hu Kpo-
BH U KPOBETBOPHBIX OPraHOB» (aaseprudeckast
IypILypa), YTO HE COOTBETCTBYET COBPEMEHHOMY
IpeacTaBACHUIO 06 3ToM 3ab00AeBaHUU.

BoavmuHcTBO Kaaccudukarnuii CB XX Beka
OTPaHUYHBAAUCE IIEPEYUCACHHEM UX HO30AOTHYe-
CKUX (popM, cobaroiast IIPHUHITHIL Pa3feAeHHUs Ha
IIEPBUYHBIE U BTOPUYHBIE BACKYAUTEI U IT0 KaAH-
6Py IOpazKeHHBIX COCYI0B. BoABIIIOE KOAHYECTBO
IMyOAVKAITUH 110 KAACCU(PUKAIINN ITEePBUYHBIX U
BTOPHUYHBIX BACKYAUTOB AEMOHCTPHUPOBAAO IIPO-
OGAEMBI, TIPUCYIIHE ITOH 0O6AACTH: UATHOCTUYE-
CKHe KPUTEPHH He ObIAN pa3paboTaHbl, ¥ B KAU-
HUKE PETryASPHO BO3HHKAAU CEpPbE3HBIE IIPOOAe-
MBI, KOTZIa HEOOXOIMO ITPHHSTE JUATHOCTHYECKOE
pellleHre B OTHOLIEHUH KOHKPETHOTO ITariueHTa.

Arobasa KAMHWYEecKass U KAUHUKO-MOPJdO-
AoTHYecKasd KAaacCH(pUKAIIUT ITOAUITHOAOTH-
YEeCKOTIo IIpoliecca C €QUHOM (PeHOTUITHIEeCKOH
KapTHUHOH oOpedeHa Ha IIOCTOIHHBIH IIEPECMOTP
B CBSI3U C IIOSBA€HHUSIMH HOBBIX JOCTHXKEHHH B
006AaCTU MOAEKYASIPHOM T€HETHKH U KAETOYHOH
6uonsoruu. Ha mporaxennn 2010-2011 romoB
BEAYLIUMHU SKCIIEPTAMH aKTHBHO OOCYKIAAUCH
BOIIPOCHI U3MeHeHusa Kaaccudpukanuu CB. I1pu

ydacTuu 6oasee 50 MEOUIIMHCKUX IIEHTPOB EB-
pombi, AMepuku, ABcTpasuu, Kuraa u dnonnu
IIOATOTOBAEHA MAaTdOpMa Iad pa3paboTKU HO-
BOM Kaaccudpuraimu. Mrorom macirrabHo#i 1of-
TOTOBUTEABHOH pabOThI CTAAa COCTOSIBIIIAACS B
2011 rogy 2-a MexayHapoaHas CorAacUuTeAbHAas
koH@epennud B Chapel Hill (CeBepuasa Kapoau-
Ha, CIIIA). HTor paboThl KOH(pPEPEHITUH — IIPUHSI-
THe B 2012 rony coBpeMeHHOH KAaCCU(UKALIS
CB, 3amenuBiIIeii kaaccudgukaimo 1994 roaa.
Kaaccudukarua 2012 roga coxpaHuaa aHATOMH-
YeCcKHUY IPUHITUII IToApa3ieAeHUs 3ab0aeBaHUH,
a Tak¥Ke OBbIAM YITEHBI OCOOEHHOCTH UMMYHHBIX
MeXaHHU3MOB, BKAIOYEHBI JOIIOAHUTEABHBIE KaTe-
ropuu CB (puc. 1) [21, 22, 23, 24].

Cyl1ecTBEHHBIM OTAMYHEM KAAaCCUDHUKAITUH
2012 roga ot kaaccudukanmu 1994 roga craso
OSBACHHE HOBBIX KATETOPUIl BAaCKyAUTOB (Ba-
prabeAbHbIE BACKYAUTEI — 6€3 IIpeobAaJaroIero
THUIIA IOPAKEHHBIX COCYZOB, BACKYAUTHI C IIO-
pPasKeHHEeM €IUHCTBEHHOI'O OpraHa, BACKYAHUTEI,
aCCOLIMHMPOBAHHEBIE C CUCTEMHBIMHU 3a00A€BaHU-
MU, U Op.), a TaKKe U3MeHeHNe Ha3BaHUU He-
KOTOPBIX HO30AOTHYECKHX (POPM, B IIEPBYIO OUe-
penb YacTHYHBIHA OTKa3 OT SII0OHHMOB B IIOAB3Y
TEPMHHOB, AyYIlle OTPasKalolINUX IIaTOTeHeTHYe-
CKUe 0COOEHHOCTHU 3aboaeBaHUi. B rpyrme Ba-
CKYAHUTOB MEAKHX COCYZIOB BBII€A€HBI KATETOPUH
BaCKyAHUTOB, aCCOLTUHPOBAHHBIX C aHTUTEAAMH K
nuronaasme HedTpoduaoB (AHLIA) u uMMyHO-
KOMITA€KCHBIX BaCKyAUTOB. Pacmiumpena rpym-
1a UMMYHOKOMIIA€KCHBIX BACKYAUTOB C IIPHUCO-
eqUHEHUEeM 3a00AeBaHUs, aCCOLIMHPOBAHHOIO C
aHTUTEAAMH K 0a3aAbHOM MeMOpaHe KAYOOUIKOB
(arTH-BMK), 11 TUTTOKOMITA€MEHTEMHUYECKOTO Ba-
CKYAUTA C 3aKpeIAeHreM TepMHuHa «aHTu-C1lq Ba-
cKyAuT». [lobaBAeHa KaTeropud «BapuabeAbHbIE
BaCKYAUTBD, «BACKYAUT €IUHCTBEHHOTO OpTra-
Har, «<BaCKYAUT C JOKA3aHHOUN 3THOAOTHUEN», «Ba-
CKYAHT, aCCOITMHPOBAHHBIN C CHCTEMHBIM 3a060-
AeBaHHEeM» (Taba. 1).

WUMMyHOKOMNMNEKCHbIN BacKynuT

COoCynoB Mesnikoro Kanuﬁpa

*KpnornobynuHemuyecknit Backynur

*IgA Backynut (LLenneitna-fenoxa)

*[MNOKOMNNEMEHTEMNYECKNIA YPTUKAPHBINA BACKyNnUT
(Anti-C1q Backynur)

Backynut cocygos (
cpepHero kanuépa

*[lonuapTepuunT y3enkosblit

*BonesHb KaBacakn

[

Anti-GBM 6onesHb ‘

BacKynuT KpynHbiX COCya0B
«ApTepuuT Takascy
«[MraHTOKNETOYHBIN (BUCOYHbIN)
apTepuut

T

Al ANCA-accouMMpoBaHHbI BaCKynuT
cocyfoB Mesikoro kanubpa
) *MUKpOCKONUYECKUIA NONUAHIMUT
«[paHynemaTos ¢ nonuaHru1Tom (BereHepa)
+3031HOUNBHBIN rpaHynemaTtos ¢
NonMaHruMToM
(Yapra-Ctpocca)

Puc. 1. OcHogHble 2pynnel CB 8 3asucumocmu om kanu6pa
8osJsie4eHHbIx cocyoos (Chapel Hill, 2012 2.)
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Tabnuua 1
Knaccndpumkauymsa cnctemMHbIX BaCKy/IUTOB
(Chapel Hill, 2012 r.)

BackynuT cocyioB KpynHoro Kanubpa
MNpenmyLecTBEHHOE NOpakeHne KPYMnHbIX apTepuii: aopTta
1 ee rnaBHble BeTBU. MoryT 6biTb BOBNEUeHbl apTepu Apy-
roro Kanuépa

* apTepunT Takaacy M31.4
® [MraHTOKNETOYHbIN apTepumnT M31.5

Backynut cocynoB cpefiHero kKanu6pa
MpeumyLLecTBeHHOE NOPAXXEHME apTepuin CpeaHEro Kanu-
6pa: rnaBHble BrCLiepasibHble apTepuun 1 ux BeTBu. MoryT
6bITb BOBJIEUEHbI apTepUN Apyroro Kanmbpa. TunnyHo Gpop-
MUPOBaHVe BOCMANUTENbHbIX aHEBPY3M 1 CTEHO30B

* y3enKoBbI nonvaptepumnt (YIM) M30.0
* 6one3Hb KaBacakn M30.3

Backynut cocypoB menkoro kannbépa
MopaskeHne MHTPanapeHXMManbHbIX apTepuii, apTepror,
KanuniapoBs, BEHYJ C BO3MOXXHbIM BOBJIEYUEHUEM apTepUii
1 BEH CpefHero Kanmbpa
Backynumel, accoyuupoeaHHbie ¢ AHMUHelimpo@ubHbI-

Mu yumonnasmamuyeckumu anmumenamu (AHLA-CB):
* MUKpOCKonunyeckmm nonvaHrumt M30.8
* rpaHynemaros c noanaHruntTom (BereHepa) M31.3
® 303MHOGWIIbHbIN FPaHyIeMaTo3 C MOANAHTUATOM
(Yapra—Crpocca) M30.1
UmmyHoKomMnieKcHble 8aCKyIUMbI MeJIKUX COCy008:
* 3a0051€BaHNA, aCCOLUMPOBaHHbIE C aHTUTENaMU
K 6a3anbHoli MeMbpaHe Kny6oukos (aHTU-BMK)
(T'ynnacuepa) M31.6
* KpuornobynmHemmueckuin Backynut M31.6
* |gA-Backynur (LLlenneriHa-TeHoxa) M31.8
* TMNOKOMMIEMEHTEMUYECKNI YPTUKAPHbIV BaCKYNT
(aHTMC1g-Backynmt) M31, M31.6

Bapua6enbHbiii BAaCKynuT
BackynuTtbl 6e3 npeobnagatoLiero Tvna cocyaucToro Bo-
BJIEUEHVIA, PV KOTOPOM MOTYT NopaKaTbCsA COCYAbl Ntobo-
ro pasmepa 1 Tvna
* 6one3Hb bexyeta M31.8
* cnHpgpom KoraHa M31.8

BacKynut eaMHCTBEHHOrO opraHa
KOXKHbI TeNKOLIMTOKNacTUYeckui anrumnt M31.9
KOXHbIV apTepumnT
NepBUYHbIA BaCKyNUT LIeHTPasIbHON HEPBHOW
cucTembl
N30/IMPOBAHHbBIN a0PTUT
® Apyrne

Backynut, accounnpoBaHHbIl
C CUCTeMHbIMM 3a60n1eBaHNAMN
NoNyCc-BacKynuT
pPeBMaToONAHbIN BaCKynUT
BaCKYJIMT, aCCOLMMPOBAHHbIN C CApKOMA030M
apyrue

Backynut, accounnpoBaHHbIN

c onpepeneHHON 3TNoJIornein
KPUOTI00YIMHEMUYECKNIA BAaCKYINT,
accounmnpoBaHHbIn ¢ Bupycom renatuta C (HCV)
BACKYJ/NT, aCCOLIMNPOBAHHbIN C BUPYCOM renaTuta B
(HBV)
QA0PTUT, aCCOLMMPOBAHHBIN C CdUIMCOM
NEeKapCTBEHHbIN UMMYHOKOMIMIEKCHbIA BaCKyNNT
nekapctBeHHbI AHLIA-accoymmpoBaHHbI BaCKynuT
napaHeomnIacTMYecKnin BacKynmT
® Apyrue

[TepBbIH ypOoBEHDb KAACCH(UKAIIMY OCHOBAH
Ha IIpeobAaJaroIeM THIIe IIOPasKEeHHBIX COCY/I0B,
T.€. BACKYAUT C IIPEUMYILIECTBEHHBIM II0PasKeHH-
€M COCYZIOB KPYITHOTO KaAuOpa, BACKYAUT COCY-
OB CpegHero Kaaubpa U BACKYAUT MEAKHX CO-
CyZOB. OTHU TEPMHUHBI OTHOCATCH K COCyaaM, KO-
TOPbIE OTAMYAIOTCS HE TOABKO pasMepaMHu, HO
U CTPYKTYPHBIMH U (PYHKIIMOHAABHBIMH Xapak-
TepuctukaMu. CoraacHo HoMeHKAaType Chapel
Hill (2012), pa3audue coCyZioB MaAOI'o U CpeaHe-
ro [uaMeTpa IIPOBOAUTCH Ha OCHOBE UX CTPYKTY-
pBI 1 (PYyHKIIHNH, a He quaMerpa. K cocymam ma-
AOTO JHaMeTpa OTHOCATCH UHTpallapeHXUMaAb-
HbIe MaAble apTepPHUH, apTEePHUOABI, KAIITUAASDEI,
BEHYABI U MaAble BEHBI, B TO BpeMs KakK COCYIbl
CpemHero fuaMeTpa BKAIOYAIOT MarlcTpasbHbIe
apTepHH U BEHBI, a TaKXKe UX HaYaAbHble BETBH.
BackyAuT KPYITHBIX COCYIOB II0paskaeT KPYIIHbIe
apTepHH dallle, YeM CPeIHNEe AU MEAKHE COCY-
nbl. KaroueBoii KOHIIEMIIHeH aBAgeTCd TO, YTO Ba-
CKYAUT BceX 3 OCHOBHBIX KaTeropHUH MOXKET I10-
pazkaTth apTepuu Aloboro pazmepa. OueHb BaXK-
HO IIOHUMAaTh, YTO BACKYAHT COCYIOB CPEIHETO
pa3Mepa u gake KPYIIHBIX COCYZIOB MOXKET IIO-
paskaTb MeAKHEe COCYIbI [O].

H3yueHune BOIIPOCOB KaacCU(PHUKAIIUN U I1a-
TOr'€HEe3a CHCTEMHBIX BACKYAUTOB OCTAETCS aK-
TYyaABHBIM [0 HACTOLIIETO0 BPeMEHH, YTO IIOJ-
TBEpPKIaeT YHUCAO Hay4dHBIX paboT, IIpencTaB-
AEHHBIX B 6a3e JaHHBIX MEIUIIMHCKUX U OGHM0AO-
TUYEeCKUX IyOAuKaiuii [25, 26]|. B Hay4HBIX I1e-
ASIX HYZKHBI JOTOBOPHbIE PaMKH HAW KPHUTEPUH,
[I03BOASIOIIHE TPYIITHPOBATE OOABHBIX JAS AITH-
[NEMHOAOTHYECKHX U KAWHHYECKHX HCCAENOBa-
Hu. B 2010 rony ACR u EBpomnielickaa aura 1o
npobaemam peBmaTtuzma (EULAR) unuimupona-
AV TIIPOBEJEHHE KPYIIHEHIIero B HCTOPHHU U3Y-
YeHHsI BACKYAUTOB MEXIyHapOIHOTO HabAloaa-
TeapHOTO UccaeqoBanus DCVAS (Diagnostic and
Classification Criteria for Vasculitis) o paspa-
60TKe OAS CO3/IaHUSA KAACCU(IUKAIIMOHHBIX CH-
cTeM, BHEAPEHUd AUATHOCTUYECKUX KPUTEPH-
€B U aATOPUTMOB HCCAEIOBaHUS BAaCKyAHUTOB
B 3IIHAEMHOAOTHYECKUE paszpaborku. [IpuHITH-
IHAABHBIMH OTAMYHAMH METOILOAOTHH paspa-
OOTKN HOBBIX KPUTEPHUEB OT KAACCH(DUKAIIUU
ACR 1990 roga cTaau OpOCHEKTUBHBIN Xapak-
Tep cbopa mAaHHBIX U Haaudue rpynmnsl. K 2017
roay B HCCAeNOBaHMWE BKAIOYEH 6991 mamueHT
u3 136 neHTpoB B 32 cTpaHax MHUpa, BKAIoYad
Poccuro: crnemmmaaucter Kamauku uMm. E. M. Ta-
peeBa T'TAOY BO «IlepBbitt MIT'MY uMm. U. M. Ce-
4EeHOBa» BKAIOYHAH B IIPOEKT nopsaka 200 Ha-
6aromenuti. [TepBBIMU O(UIIMAABHO OIIYOAHKO-
BaHHBIMU pe3yabTaraMu mpoekra DCVAS cra-
AV OOHOBAEHHBIE KAACCHU(DUKAIIMOHHBIE KPUTE-
puu AHIIA-acconnnpoBaHHBIX BACKYAUTOB, KO-
TOPbIE ITPeACTaBAEHEI B (peBpaae 2022 rona [27,
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28, 29]. Ocob6eHHOCTBIO HOBBIX KPUTEPHUEB SIBASI-
€TCsI OUYeHb OOABIIIOHN YIEABHBIH BEC CEPOAOTHYE-
cKoro npoduag 3abosreBaHud: PAKTUIECKU KAAC-
cudukarug 3a00AeBaHNa B HAUOOABIIIEH cTere-
HU 3aBHUCHUT OT THUIIa IUpKyaupyrommwmx AHIIA, Ho
HE€ NCKAIOYaET BBIIBACHUSI CEPOHETATHBHBIX Ba-
pHaHTOB BacKyAauTa. HoBble KaaccupHUKaIIHOH-
HbIe KPUTEPHUU pa3paboTaHbl OAd CO3MAHUS Of-
HOPOJHBIX I'PYIII HAIIMEHTOB B HAYYHBIX UCCAE-
JOBaHUAX U MOTYT HE€ yIOBAETBOPSTH BCEM 3a-
IIpocaM IIPaKTHUKYIOIINUX BpadeH.

OTIeAbHO XOTEeAOCH OBbI CKa3aTh O KAACCU(DU-
karuu CB y nereit. OBeHNABHBIE POPMBI BACKY-
AUTOB OTAHMYAIOTCS YaCcTOM OCTPOTOM Ha4dasa U
TedeHHUs 60AC3HH, APKUMU MaHU(ECTHBIMU KAU-
HUYECKHUMHU CHUMIITOMaMH, 60A€e ONTHUMHCTUY-
HBIM IIPOTHO30M B YCAOBHUSX paHHeH! U aeKBaT-
HOM Tepanuu. [IpenmyliecTBEHHO OETCKOH Ia-
ToAOTHEH siBAseTCsI Ooae3Hb Illenaetina—TeHoxa,
FOBEHUABHBIH ITOAMAPTEPUNT, HECTIEITN(PUIECKIH
aoproaprepuunt, cuaapom Kasacaku [30, 31, 32,
33]. OcHOBHBIE HAIIpaBAEHHUS B Pa3BHUTUH TepP-
MHUHOAOTHH U KAACCU(PUKAIIMOHHBIX KPUTEPUEB
CB B meTcKOM BO3pacTe KacaAuCh KOHKPETHBIX
HO30AOTHYECKUX (POPM — IETCKHUX BACKYAHUTOB.
B cBasu ¢ penkoctrio CB B geTCKOM Bo3pacte
4eTKHe KPUTEPUH KAaacCu(PUKAITNH BaCKYAUTOB
Yy A€TEeN OTCyTCTBOBaAHU.

KauHMyecKue uccaefoBaHUs BaCKyAHUTOB Y
OOABHBIX OETCKOTO BO3pacTa CAOKHBI II0 MHO-
TUM ITpUYHHAaM: HeOOABIIIOE YHCAO ITAIlMEHTOB,
OTCYTCTBHE aJIeKBaTHBIX MEP Al KOHTPOASI HC-
xXoza 3a00A€BaHUS U OIIPENEACHUI PE3yALTATOB
A€YeHUs, IPO0AEMbBI IIepeHoCca JaHHbBIX B KAMHH-
YEeCKYIO IPaKTHUKY, KOTZla OKHUAaeMbIe pa3Mephl
BBIOOPKH MaAb! [22]. HECKOABKO YCIIEIITHBIX KAHT-
HHUYECKHUX HUCCACNOBAHUMN, IPOBEAECHHBIX CPEaH
B3POCABIX ITAIIMEHTOB C BACKYAUTAMH, OCOOEHHO
¢ 3a00A€BaHUSMH, ACCOLIMUPOBAHHBIMU C AHTH-
HEUTPOPHUABHBIMH IIUTOIAA3MATHYECKUMU aHTH-
TeAaMH, AETAH B OCHOBY pa3paboTKH IIPOorpaMM
A€YeHHSs JeTel.

OOwenrpuHgaTas B AUTEpaType Kaaccuuka-
nug CB c yueroMm KaanOpa BOBA€YEHHBIX B HM-
MYHOITATOAOTHYECKHH ITPOIIECC COCYIOB (KPYIIHO-
ro, CpeIHero, MEAKOT0) ObIAa IIPUHATA 32 OCHO-
By. B paborax Ozen S. et al. B 2006-m u 2009
rogax Oblra mIpemaokeHa Kaaccudpukaius CB y
aeteli (Taba. 2). MoguduiinpoBaHHasg KAaCCUDH-
Kallus BaCKyAHTOB y Aetreli Oblaa mpuHaTa EB-
porefickuM oOIIeCTBOM AETCKUX PEBMATOAOTOB
u EBporneicKoi AUTOH 1o mpobaeMaM peBMaTH3-
Ma B 2006 romy [34, 35, 36]. Kaaccudukarius
CB, npuHaTasg COrAaCUTEABHOM KOH(epeHIUeH
B Chapel Hill B 2012 roxy, ceronHs: paccMaTpH-
BaeTcsd B IETCKOH peBMaTOAOTHH KaK OCHOBHAS.

3akArO4YeHHE

CucreMHbBIE BACKYAUTBI OCTAIOTCS OHOM U3
CAOIKHBIX ITPOGAEM MeIUITHHEI, TpeOyIole fanb-
HEMHIIIET0 COBEPIIEHCTBOBAHUSA METOA0B PAaHHEN

Tabnuua 2

Knaccudumkauma cnctemHbIX BaCKy/IUTOB y AeTeil
(Ozen S. et al., 2006 1.)

BackynuTtbl npenmyLiecTBEHHO KPYNHbIX COCYA0B
* Aptepunt Takaacy

BacKkynutbl npenmMyLLecTBEHHO CpeAHNX apTepuii
* Y3eKOBbI NONMAaPTepPUNT y AeTen
* KoXHbI nonapTepumnT
* bone3Hb KaBacakm

BacKkynuTtbl npenmyLLeCTBEHHO MeJIKMX COCYA 0B

2paHynemMamosHeoie:

* [paHynemato3 BereHepa

* CuHgpom Yapra-Crpocca
HezpaHy/niemamosHsle:

* MuKpoCcKonMyecKkni NoANaHrnmmT

* [ypnypa LleHnenHa-TeHoxa

* /130nMpoBaHHbIN KOXKHbIV NENKOLIUTOKNACTUYECKAN

BaCKynnT
* [MNOKOMMNIEMEHTEMNYECKNI YPTUKAPHbI BaCKynT

[Apyrue BacKynurbl

* bonesHb bexuyeTa

* BropuuHble MHGEKLMOHHbIE BaCKYIUTbI (B TOM uncie
renatuT B, accoLMMpoBaHHbI y3eKOBbIN
NnonnapTepunT), NPy ONyXoNAX, IeKapCTBEHHbIE,
BKJTI0YaA BaCKYUT FMNepUYyBCTBUTENIbHOCTU

* BacKy/nTbl, aCCOLMMPOBAHHbIE C 60Ne3HAMM
COeIHNTENbHON TKaHU

* /13onnposaHHble Backynutbl LIHC (cunapom KoraHa)

* Heknaccnouumpyemble BaCKyauTbl

OUATHOCTUKU, IIPOPUAAKTUKHU U A€UeHUsd. B 1o-
CAeHUE NECATHUAETHUS OTMEYAETC POCT PACIIPO-
crpanenHoctu CB, B ToM 4ucAe U B IETCKO# M1O-
nyasaiu. Cpeau 3Toi KaTeropruu HAIUeHTOB 10
CHX TIOp OTMEYaeTCsI HAauOOABIIIEE YHUCAO CAyUA-
€B PaCXOXKIEHHUs MUATHO30B, 0COOEHHO B HaYa-
Ae 3aboaeBaHUM, TOCKOABKY CB, Kak mpaBHAo,
neOI0THUPYIOT AUOO OTHUM CHUHIPOMOM, AUOO He-
CITEIIN(PUIECKHUMHU MPOSTBACHUSIMHU U IIPOTEKAIOT
IO MAacCKOM APYyrux 3ab0A€BaHHUMI CO CXOOHOMH
CHUMIITOMATHKOM, 4TO TpeOyeT IIpoBeaeHUS He-
IIpocToro asropurMa auddepeHnasbHoH 1ua-
THOCTUKHU. [laTOreHeTUYeCKOEe A€YEHUE B IIEPU-
O/l TUATHOCTHUKHU HE ITPOBOAUTCS, 3aboAeBaHUE
IIPOrPECCUPYET; BOZHUKAIOT OCAOKHEHUS, HHO-
riaa paTasbHbIe. BCé 3T0 3acTaBAsIeT Bpadei 3a-
HUMATHCS MOMCKOM 3HAYHUMBIX MapKepOB, I10-
3BOASIONINX OBICTPO TpoOBeCTH AU PEepeHIH-
aABHBIM QUATHO3 U HadYaTh CBOEBPEMEHHO IIpa-
BUABHYIO TE€PAIIHIO.

JloCTH>KEeHH MEIUIIMHCKOM HAYKU B TIOUCKAX
3TUOAOTHH U PaCHIU(PPOBKHU 3BEHBEB ITaTOTEHE-
3a 3a00A€BaHUd, a TAKXKE COBEPIICHCTBOBAHHE
METO0B JUATHOCTHKH, [IOSBACHHE U BHEPEHHUE
HOBBIX METO/IOB T€PAIIUU ABAAIOTCSH OCHOBOM 00-
HOBAEHHS HUAU MOAU(PUKAIINN KAACCU(PUKAIIH-
OHHOM CHUCTEMBI 3a CUYeT J00aBAEHHS HOBBIX AU
TpaHCcOPMAITUH CTAPBIX KATETOPU BACKYAHUTOB.
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