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B HacTosLee BpeMsi edVHO O6LLENPUHSATON TEPMUHOMOMMM M KNaccuduKaumm BacKynmToB U cocyam-
CTbIX HapYLLEHWUI KOXM HET. B 0Te4ecTBEeHHOWM AepMaToBEeHepPOsiornM CyLLECTBYIOT pasfinyHble Noaxoapi
K KnaccuduKauum BacKynmMToB KOXM — MOPaXXeHUs COCYA0B KIaccuUUMPYIOT NO KIIMHUYECKUM Npu3aHa-
KaM, 3TUOMOrMK 1 NaToreHeay. 3HaunTesbHble TPYAHOCTY BbI3bIBAET OTCYTCTBUE €AMHO TEPMMHONOMMN,
YETKMX AMarHoCTUYECKUX KpUTEepUeB BaACKyNUTOB U CyLLEECTBOBaHME GOMbLLIOrO KONMYecTBa ay6nmpyto-
LLMX HA3BaHWIA, CPen KOTOPbIX MHOIO 3MOHNUMMYECKUX TePMUHOB. [1aHHbIN BONPOC ABMAETCA OOHUM U3
Hanboree CrMOXHbIX, 3anyTaHHbIX U AMCKYTa6enbHbIX HE TONMbKO B IepMaTOBEHEPONIONM, HO U B APYrmX
JMCUMnnHaXx.

CoBpeMeHHble NPUHLMMbI AMArHOCTMKM BACKYNUTOB KOXW 6a3UpYOTCS Ha MHTEerpanibHOM OLeHKe AaHHbIX
aHaMHe3a 3a601eBaHms, KNMHUYECKOW KapTuHbI, Na6opaTopHbIX Y MHCTPYMEHTasbHbIX METO0B 06Cneao-
BaHusA. C Lenbio cTaHaapTU3auum onpeaeneHunii u AMarHoCcTUYeCKMX KpUTepmes ans o6CyXaeHus npea-
naraetcsl o6beMHeHHasn pa6oyas Knaccugukaums COCyaANCTbIX MOPaXeHW, B OCHOBY KOTOPOW MOSOXeH
3TUOMNATOrEHETUHECKUIA MPUHLIAN.

Knto4eBble croBa: BaCKYJIUTbl KOXW, Knaccmpukauuﬂ BaCKynuToB, aJiroputM ANarHOCTUKM BaCKyJIUTOB.

KOHMNUKT MHTEPECOB: aBTOpbl fJ@HHOW CTaTbW NMOATBEPANUIN OTCYTCTBUE KOHANMKTA UHTEPECOB, O KOTOPOM
Heo6XxoaMMO COOOLLUTL.

MCTOYHNK chrHaAHCMPOBaHWS: paboTa BbINOfHEHA U OMNy6IMKOBaHa 3a cHeT (PUHAHCMPOBaHMS MO MeCTy paboThbl
aBTOPOB.
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Rﬁvisiting the question of cutaneous vasculitis classification
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Currently, there is no generally accepted terminology and classification of vasculitis and vascular
cutaneous disorders. In Russia there are various approaches to the classification of cutaneous vasculitis —
vascular lesions are classified according to clinical signs, etiology and pathogenesis. Significant difficulties
are caused by the lack of a unified terminology, clear diagnostic criteria for vasculitis and the existence

of a large number of duplicate names, among which there are many eponymous terms. This issue is

one of the most complex, confusing and debatable not only in dermatovenereology, but also in other
disciplines. Modern principles of diagnosis of cutaneous vasculitis are based on an integrated assessment
of the data of the disease history, clinical picture, laboratory and instrumental methods of examination.
For standardization of definitions and diagnostic criteria, it is necessary, first of all, to adopt a unified
interdisciplinary classification of vasculitis, which will be based on the etiopathogenetic principle. The
applied unified classification of cutaneous vasculitis is proposed for discussion.
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Il Backynutel KoXu — reteporeHHas rpynna saéorne-
BaHWI, XapaKTepusyoLLMXCA BOoCManeHnemM CTEHKN KpoBe-
HOCHbIX COCY0B KOXW. HecMoTpsi Ha MHOTOYMCTIEHHbIE UC-
crnepfoBaHusa No faHHoOMy BOMpPOCY, NpobieMa AnarHoCTUKK
W Tepanuu BaCKYUTOB KOXW OCTaeTCA akTyaslbHOM B CO-
BPEMEHHOW OepMaToBEHeponorun. 3HavuTenbHble TPyAO-
HOCTU BbI3bIBAET OTCYTCTBME OOLLEMPUHATON Knaccudu-
Kauuu, eaMHOM TEPMUHOMOMUKN M YETKUX ANarHOCTUYECKNX
KpuTepues BackynuTos [1].

B oTeyecTBeHHOM AepMaTOBEHEPONOrnn B HacTosiLLee
BpeMsl CYLLEeCTBYIOT pasnunyHblie noaxofdbl K Knaccuduka-
LN BaCKYNUTOB KOXM — MOPaxXeHnst CocyoB Knaccudu-
LMPYIOT NO KIMHWYECKMM Npu3Hakam (Mopdonorn4ecknm
3M1IEMEHTaM KOXHOW CbiMuW), 3TUONOrMM 1 natoreHesy. [o-
NONHUTENBHYIO MyTaHULy B NOHUMaHWUK 3a601eBaHU BHO-
CUT cyLyecTBoBaHue 60J1bLLIOr0 Konm4ecTsa [yonmpyroLmx
Has3BaHWi BackysmMToB, Cpean KOTOPbIX MHOIMO 3MNOHUMMU-
YeCKUX TEPMUHOB, copepXaLyux Mo HECKO/IbKO hamMuiini
(Hanpumep, IgA-BacKynuT, CWH.: ManyfoOHEKPOTUYECKUIA
aHrnnT, annepru4yeckun apTepuosnnT, HEKPOTUYECKUA HO-
OynsipHein gepmatut Beptepa — BepHepa — [diomnuHra,
nanynoHeKpoTnyeckuin gepmatut Beprepa — [iomnunHra).
B TO Xe Bpems OgHUM TePMUHOM HEPELKO Ha3blBaloT CO-
BEPLUEHHO pa3Hble BACKY/INTbI, OT/INYAOLMNECS MPOrHO30M
M TepaneBTNHECKOV TaKTUKOM (Hanpumep, AMarHoO3 re-
Mopparv4ecknini BaCKynuT yCTaHaBMBaETCs KIMHUYECKN
npyv Hanu4uMu nanbnMpyemMon nyprypbl, KoTopas MOXeT
Ha6nogatecsa npu IgA-sackynute, Bcex ANCA-accoummpo-
BaHHbIX BaCKynuTax, KpuornooynmHeM1n4eckoM BacKynure,
IgM/IgG-BackynuTe, Backynutax npu CUCTEMHbIX 3abone-
BaHWsIX, BaACKyNnMTe, acCOLMMPOBAHHBIM CO 3J10Ka4eCTBEH-
HbIMK 3a6oneBanHuamu 1 ap.) [2, 3].

Co3pgaHune KNMHNYECKN 3HA4YMMOM M MPOCTON B UCMOMb-
30BaHUM KnaccuukaLnm BacKynmToB KOXW, BKNOYaroLLen
KITMHWYECKWe nMpusHaku, guameTp MOopaKeHHbIX COCYHOoB,
natomopdonornyeckune n nabopaTtopHsle faHHbIe, a Takxe

BO3MOXHbl€ 3TUOJIOTN4YEeCKne q:)aKTOpr, — BeéCbMa akKTy-
anbHas Ha cerofHsALWHUA OeHb Lenb, cTosLlas nepen nep-
MaTtoBeHeponoramu.

TpyoHoCcTM B co3gaHvM ednvHOM Knaccudukauum Ba-
CKYNUTOB KOXM CBSi3aHbl C MX MHOroobpasunem, KrnmHuye-
CKUM CXOCTBOM, CJIOXHbIM NPOLECCOM ANarHOCTUKW OaH-
HOW rpynnbl 3a6onesaHuin. Ans peLleHnsa 3Ton npobnemsl
npexpe Bcero Heo6xoaMMo copMynuposaTtb TpeboBaHus
K HeW. [No-BMaMMomy, Knaccudmnkauus AonxHa obiTb:

MeXayHapOAHOW — Henb3s npucBamBaTth CyLLECTBYIO-
LM 3a60neBaHNsAM COOCTBEHHbIE HA3BaHWS;
MEeXAMCLUNAMHAPHOM — OfIH BacKynut — ogvH aua-
FHO3, NOHSATHBIN Bpa4am pasHbIX creunanbHOCTewn;
UMETb 3TUOMATOreHeTUYECKUN NPUHLIMMN NOCTPOEHUA —
OmarHo3 gonxeH 6biTb OCHOBOW Bbl6Opa TepaneBTuye-
CKOWN TaKTUKW;

yOO6HOW ANs UCMOMb30BaHNA B NPaKTU4eCKon AesTenb-
HOCTH.

Panee npeanoXxeHHble KIIaGGM[I]MKaI.IMM BACKYJIMTOB

KOXHU

MonbITKK co3gaHns pasfnyHbIX Knaccudukauum Ba-
CKYNUTOB KOXMW PEerynsipHo OCyLLEeCTBAANNCL MO Mepe Ha-
KOMSieHUs cBedeHUn O AaHHbIX 3abonesaHusx. B pasHoe
BpeMsi 6bInn co3aaHbl KIMHUYECKUe, 3TuonaTtoreHeTude-
cKMe 1 naToMopdonornyeckmne Knaccuukauum, Kotopble
Y4UTbIBANU NEePBUYHbBIE SNTEMEHTbI KOXXHOM CbINK, pa3mMepsbl
W rny6uHYy NOpPaXeHHbIX COCYAOB, UMMYHHbIE HapyLUEHWUs,
XapakTep Te4eHus 3abonesaHus.
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B 1961 r. 6onrapckun pepmatoBeHeponor Jlio6eH
lMonos co3pgan kKnaccudukauuio, B OCHOBY KOTOPOW 6bin
NOSIOXKEH 3TUONOrMyeckui nNpuHumn. B aTon knaccudmka-
LUUKM K BackynuTam Obln OTHECEHbI Takne 3aboneBaHus,
KakK yanoBatas apuTema, TOKCUYECKWIA 3nuaepmasibHbIN
HEKPONN3, CbIBOPOTOYHAA 60NEe3Hb, MUTPpUPYIOLLAA apuTe-
Ma v ap., NPy KOTOPbIX HE MPOUCXOAUT NOBPEXOEHUS CTEH-
KM COCYO0B KOXM [4].

Knaccudimkaums sackynuros (/1. Monos, 1961 r.)
1. VIHheKUMOHHbIEe:
nypnypa LleHnetHa — l'eHoxa;
aHrnogepmatut lNyxepo — briroma;
TpexcumnTomHas 6onesHs N'yxepo — Hdioneppa.

2. Tokcuko-annepruyeckme, CBfi3aHHble C MpPUeMoM
cynbaHunaMmaoB, 6yTagveHa, nupammuaoHa, npokauHa,
rofa v Opyrux nekapCTBEHHbIX CPeacTB:

y3nosaras 3putema;
TOKCUYEeCKMe nypnypbl;
TOKCUKOANNeprnyeckuim oCcTpbli HEKPOINMOEPMONU3.

3. AHadpmnakTunyeckume:

HooynspHbIi Backynut MoHtromepu, O'Tlnpn n Bapkepa;
HEeKoTOpble MUrpUpytoLLme hnebuTsbl;
annepruyeckuii naHBackynut apkasu;
rpaHynemMarTosHbliin Backynut Pyutepa;
CbIBOPOTOYHAsA 60Ne3Hb.
4. AyTOUMMYHHbIE:
y310BaTbIN NaHBACKYNT;
nebut MoHgopa;
MUrpupytoLLas sputemMa.

5. Annepruyeckne BacKynuTbl, pas3BuMBLUMECA B pe-
3yneTarte CoNHeYHOWn paguaunn, Ny4mcTon SHeprum, MeTeo-
ponornyeckux 1 TemnepaTypHbIX BINSHUNA.

Cpenun oTe4eCTBEHHbIX EePMATOBEHEPOSIOrOB OAHNMM
13 nepsbix 6binn B.A. ApyTioHoB u .M. Tonem6a (1964),
nNpeanoXusLUMe [OCTATOYHO MOAPOGHYI0 Knaccudukaumio
BACKYSINTOB, B KOTOPOW Y4UTLIBANCH Kanuép nopaKeHHbIX
cocyfoB, 6bINn BblAeneHbl NOBEPXHOCTHbIE U FNYy60KNe Bac-
KYNUTbl KOXW, @ TakKXe CUCTEMHbIE BaCKynuTbl C nopaxe-
Huem koxu [5]. B 1975 r. H.E. fApbirvH paspa6oTtan knac-
cumKaumio BacKynuMTOB, YYUTLIBAIOLLYIO BbIPaXEHHOCTb
MMMYHHbIX HapyLleHuii (obpaTnumble — OCTpble 1 Heobpa-
TUMblE — XPOHMYECKME) U MO3BOMSAIOLLYIO OCYLLECTBNATL
onpefeneHHbIA BbI6GOP TAKTUKN fieveHns [6].

3HaunTenNbHbIN BKNaa B U3y4eHWE COCYAMCTbIX nopa-
XXEHWUI KOXM BHecnn uneH-koppecrnoHgeHt AMH CCCP
npogeccop C.T. MNaBnoB n gencteuTesNbHbIN YneH AMH
CCCP npodeccop O.K. LLanowHnkoB, KOTOpble MOMbI-
Tanucb CUCTEMaTU3MPOBaTb CYLLIECTBYOLLME Kraccudu-
kauun. OHW npepcTaBunM cBOM pesynbraTel Ha [epson
Bcecolo3Hon KoHepeHuun aepmatoBeHeponoros B Jle-
HUHrpage B 1965 r. B gaHHoOM Knaccudukaumm yuntbisa-
nacb rnyéuHa nopaxeHHbIX COCyOoB U KIIMHUKO-MOPAOno-
rmyeckne 0Co6eHHOCTN BacKynuToB [7].

Knaccmpm(auml annepru4yeckux BacCKynnMToB KOXu

(no C.T. Nasnosy u 0.K. LanowHxukosy, 1966 r.)

|. MoBEpPXHOCTHBIE annepruyeckne BacKynuThbl:

1. FemMopparvyecknin BacKynuT (remopparmyecknin ka-
NUINSPOTOKCUKO3).

2. leMopparnyeckmnin NENKOKNacTU4ECKUN MUKPOOUA.

3. Y3enkoBblIi HEKPOTUHECKNI BACKYIUT.

4. Annepruyeckuin apTepuonur.

5. Y3enkoBblin nepnaptepmmt (M. 6. ry6oKne cocyau-
CTble MOPaXeHus).
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Il. Fny6okue annepru4eckne BacKynuTbl:

1. OcTpas y3noearas apuTtemMa.

2. XpoHuyeckasa ysnoBaTas apuTema, BKo4aroLlas
TPU KIMUHNYECKUX BapuaHTa:

o06bl4Haa copmMa Unu NoaynsApHbIA Backynut MoHTro-
mepu, O'Tlvpun n Bapkepa;

MUrpupyloLLias y3nosaras aputema;

NoAOCTPbLIA MUTPUPYOLWNA runofepmuT BunaHosbl
n MuHons.

C.T. MNaenoe n O.K. LanowHnkoB paccmarpvsanu
annepruyeckne BacKynuTbl Kak OfHO U3 MPOSIBIIEHNA aH-
rmonaTmn — o6paTUMbIX U3MEHEHWUIA COCYAMUCTON CTEHKW,
O0BYCMOBIEHHBIX €€ (PUBUKO-XMNYECKUMUN HaPYLLEHUSMMU.
B rpynny aHrmonaTuii Takxe 6bIiv BKINOYEHbLI reMOCHAEepo-
3bl (MMrMEHTHO-MYpNypO3Hble AepmaTossbl) [7].

KIIaGGM(I]MKaI.IMiI COCYyAUCTbIX 3a60neBaHNin KOXH

(no C.T. Nasnosy u 0.K. Lanowxukosy, 1974 r.)

1. AHrMOHEBpPO3bI:

1.1 BonesHb PeiHo u cuHgpom PerHo.

1.2 «MepTBbIN» Naneu.

1.3 AkpoumaHos.

1.4 Livedo reticularis.

1.5 O3HO6nEeHMe.

1.6 OpuTpounaHos roneHen (aCHUKTUHECKUA CUMMe-
TPUYHBIA OTEK rofneHen).

1.7 Po3zauea.

2. AHrnonatum:

2.1 KpanusHuua.

2.2 Annepru4eckune BacKymnuTbl.

2.3 Cocyauctble gucTpohumn MHPEKLMOHHO-TOKCHYe-
CKOro NPOVCXOXAEHWS.

2.4 Temopparun4yeckme guatesbl, 06YCrOBIEHHbIE Ha-
pyLLUEHNEM CUCTEMBI KPOBM.

2.5 Temopparmyeckn-nUrMeHTHele gepMatosbl (reMo-
CcMaepo3bl).

3. AHrnoopraHonatuu:

3.1 O6nuTepUpYOLLMIA SHOAPTEPUUT.

3.2 [InabeTtnyeckasa aHrmoopraHonartus.

3.3 [MnepToHMYeckue A3BbI.

3.4 Livedo racemosa.

3.5 Tpom6ohnebur.

3.6 Bapnko3HbIi CUMNTOMOKOMIMJEKC.

3.7 JIunovaHbIA HEKPOBMO3.

3.8 XpoHu4eckuin AMCKOO6pPasHbIN
Miescher-Leder.

4. CocynucTble HOBOOGpa30BaHuMs.

B knaccudpmkauum C.T. Masnosa 1 O.K. LanoLwwHmkosa
C Y4ETOM COBPEMEHHbIX NPeAcTaBeHnii 0 BacKynurax He-
06X0ANMO BbIAENUTL CriefytoLLne HeJOCTaTKU: B HacTosiLLee
BPEMsi KOSIMYECTBO BACKYSIUTOB KOXW CTano CyLLEeCTBEHHO
6onbLLe, YeM 6bINo NPEeASIoKEHO aBTopaMu; NENKoLMTOKa-
CTUYECKUI BaCKynuT paccMmaTtpuBaeTcsl Kak naToMopdoro-
rMYecKuin naTTepH, a He camocTosTenbHoe 3abornesaHve
N BCTPeYaeTcs Nnpyv MHOMMX BacKynurax; octpasl u y3nosa-
Tasa sapuTEMa He OTHOCUTCS K BacKynvtam — 9TO Bocnarne-
HVe cenT runofepmbl 6e3 NEPBUYHOMO NOpPaXKeHUs1 COCYAO0B;
Y3enKOBOro HEKPOTMYECKOro BacKynmTa u annepruiyeckoro
aptepuonuTa He CyLlecTByeT, BMECTO 3TUX KIMHUYECKUX
dopm nosiBunmcb pasnuyHble ANCA-accouumpoBaHHble
1 UMMYHOKOMIMEKCHble BacKynuthbl [1, 3].

Onsa npaktnyeckux uenen B 1984 r. npodeccopom
O.J1. NeaHoBbIM 6blna npepnoxeHa pabdo4as Knaccu-
dmkauma aHrMmToB (BacKynmMTOB) KOXMW, KOoTopas Obina
OCHOBaHa Ha KIUWHUYECKUX NPOSBMEHUAX, MNEePBUYHbIX

rpaHynemaros
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3fIeMeHTax cbinn n rnybuHe pacnonoXeHus (M COOTBET-
CTBEHHO Kanunbpe) NopaxeHHbIX cocynos [8].

Knaccudukaums aHruuToB (BackyuToB) KOXH

(0.J1. NBaHoB, 1984 1.)

|. depmaribHble aHrnTbI:

1. MNMonumopdHbIN gepmanbHbii aHrnT (CrHgpom Iy-
xepo — [ioneppa. Aptepuonut Proutepa. BonesHb MNyxe-
po — Proutepa. HekpoTusmpyoLmin Backynut. JlemkounTo-
KMacTUYECKWI BACKYNUT):

YPTUKaPHBbIV TUM (YPTUKAPHbIA BACKYNNT);
remopparuyeckuin Tun (Ffemopparvyeckuin Backynur. le-
Mopparnyecknii NENKOLUTOKNacTUYeCKnn Mmkpoous Mu-
wepa — LLtopka. AHacmnakTonaHas nypnypa LLexneit-
Ha — leHoxa. [emopparnyeckuin KanunnapPOTOKCUKO3);
nanynoHogynsapHeii Tmn (HoaynapHbIN gepManbHbIv
anneprug Nyxepo);

nanyfoHeKpoTUYeCcKnii Tun (HekpoTnyecku Hogynsp-
HbIn gepmatut Beprepa — [diomnuHra);
NyCTYyNe3Ho-A3BeHHbI T1n (F13BeHHbIN gepmatut. [an-
rpeHo3Has nuogepmus);

HEKPOTUYECKMN-3BEHHbIN TN (MonHWeHocHas nypnypay);
NOMMMOPMHBIA TUM (TPEXCUMMATOMHBIA cuHAPOM [yxe-
po — [ioneppa. MNMonumopdHo-HOOYNAPHLIA TUN apTe-
pvionuTa Proutepa).

2. XpoHnyeckasa nurmeHTtHas nypnypa (Femopparu-
YeCcKU-NMUrMeHTHble Aepmartosbl. bonesHb LLlambepra —
Manokkn):

netexvanbHbli TMN (CToMKas nporpeccypyrowias nur-
MeHTHas nypnypa LLambepra. BonesHb LLlambepra);
TeneaHrnakTatuyeckuin tun (TeneaHrnakraTnyeckas
nypnypa Mavokku);

NNXEHONIHBINA TUN (MTUrMEHTHBIA MYPRypPO3HbIV JIMXEHO-
WIHbIA aHrnogepmut MNyxxepo — Briroma);
ak3emartompHbln TMN (Sk3emaTtonpgHas nypnypa [yka-
ca — Kanenarakuca).

Il. OepMo-runogepmMarbHble aHrnnThbI:

1. JlnsepoaHrumnt (KoxHas dopma y3enkoBOro nepu-
apTepunta. HekpoTusmpytomin BackynuT. Jlnsepo ¢ yana-
Mu. JInBego ¢ M3bA3BNEHUSAMM).

lIl. TMnogepmarnbHble aHrMnTbI:

1. Y3noBaTbIi aHrMnT: ocTpas y3nosaras sputemMa:
XpOHM4ecKas yanosartas aputema (Y3nosaTbIin BACKYNUT);
MUrpupytoLLas yanosatas aputema (BapnabenbHbin ru-
nogepmuT BunaHosbl — lMuHonsa. MurpuvpyroLuas yano-
BaTas apuTtema bedeepcteara. bonesHb BunaHoBbl).

2. Y3n0oBaTo-A3BEHHbIN aHrMnT (HOogynspHbIN BacKy-
nuT. HeTyb6epkynesHas nHgypatusHas apuTemMa).

Pab6ouasa knaccudpmkauma O.J1. WeanoBa ygobHa
B MnpakTu4eckonm paboTe pfepmaToBeHeporiora M UHTYW-
TMBHO MOHATHA — MO MNEPBUYHOMY MOPAONOrnYecKoMy
3MIEMEHTY CbINMK BbIOENSAETCA CcaMoCTosTeNbHas dopma
BacKynuTa: npuv narynax ¢ HeKpo3omM — narnynoHeKpoTnye-
CKWUIA TUM, NpU NycTynax v f3sax — A3BEHHbIN TUN U T. [.
Ho ecnu paccMoTpeTb AaHHYI0 Knaccudukauuio ¢ nosvuuia
Hay4HbIX 3HaHWI CerofHALLHEro AHs, TO CTAHOBUTCS MOHAT-
HbIM, 4TO OHa [O/KHA ObITb akTyanmanposBaHa. Hanpumep,
nanyfioHeKPOTUYECKUIA TUM — 3TO KIIMHUYECKoe nposiBne-
Hne ANCA-accoummMpoBaHHbIX BacKynMToOB (MUKPOCKOMNWU-
YeCcKoro rmonuaHrumMTa, rpaHynemarosa C MnonMaHrmmTom
WM 303NHOMNBHOMO FpaHynemMaro3a C MONMaHrMmMToMm),
IgA-BacKynuta, BacKynuiTta, accouMMpOBaHHOrO C BUPYC-
HbIM renatutom B, nekapcTBeHHO-VHAYLMPOBAHHOIO UM-
MYHOKOMMJIEKCHOrO BacKynuTa, JiekapCTBEHHO-UHOYLIMPO-
BaHHoro ANCA-accouMmnpoBaHHOIO BacKynuTa, BacKynmTa,
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accouMMpOBaHHOrO CO 3110Ka4YeCTBEHHLIMW HOBOOGpAa3oBa-
Husmu, nnn IgM/IgG BackynuTa. TakTvka nevyeHns Kaxpo-
ro U3 rnepeYvncneHHbIX 3ab6onesaHnin UMeeT CyLLEeCTBEHHbIE
otnmums: npu ANCA-accoummpoBaHHbIX Backynmtax Heob-
XOOMMbI BbICOKWE [03bl LUTOCTATUKOB MMM FE€HHO-UHXEHEP-
HbIX 6uonormndeckunx npenapatos (FVBIM); npu IgA- n IgM/
IgG-BackynuTtax nNPUMEHSIIOT cpedHue [03bl CUCTEMHBIX
KOPTUKOCTEPOMIOB; Tepanus BacKynuTa, accoLmMmpoBaHHoO-
ro ¢ BUpYCHbIM renatmtom B, gomkHa BkoYaTb NPOTUBO-
BMPYCHblE Npenapartsl, NoAasnsaoLLme pennvkaumio Bupyca.

CBefieHunsi, KOTOpbIMM Mbl pacnonaranu B XX B., npe-
Teprnenn CyLwlecTBeHHble U3MEHeHUs 1 JononHeHus. To,
4YTO paHbLLe Ha3biBann MycTyne3HO-93BEHHbIM TUIMIOM, —
ceviqac 9TO raHrpeHos3Hasi rnmogepmusl, Kotopasi BXoauT
B rpyrnny HeATpogubHbIX epMaTo308 (Npy KOTOPbIX Mo-
paxxeHusi cocygoB BTopuyHbi). OCTPYIO y350Baryro spuTe-
My 1 ee XpOHN4ecKkne hopMbi B HACTOSILL|EE BPEMSI OTHOCSIT
K cenTtasibHbIM NnaHHUKynuTam 6e3 sackynuta [9]. Bmecto
JIMBERO-BacKynnTa (aHrmira) onucaHa mBegovaHas Bac-
Kyronatnss — C€aMOCTOSITE/IbHOe 3abo/ieBaHne, WMero-
Ljee K/IMHUYECKOEe CXOACTBO C BACKY/IMTaMu KOXW, Torga
Kak B OCHOBE BAacKysonatmn JeXUT rnammHU3upyoLmi
npouyecc B cocynax Koxu ¢ pasButnemM MUKpoTpombo3a
[10, 11]. [urmeHTHO-MypPrypo3Hbie AepmMaTosbl (yctap. —
XPOHUYEeCKas nNUrMeHTHas rnyprnypa) — camMoCTosITe/IbHasi
rpynna 3aborieBaHui KOXW, XapakTepU3yoLascs passu-
TUEeM HEBOCMaNNTEIbHOU rnypriypbl 6e3 Backymuta. [1py re-
Mocupeposax HeT riiaBHoro rnpu3Haka BacKyimra — BOC-
raneHus CTeHKU KPOBEHOCHbIX COCYN0B Koxu [12].

B 1994 r. c uenbio pelueHns npobnemsl cTaHgap-
TU3UPOBaHHbIX TEPMWHOB W OMpedesieHNin BacKynuToB
B r. Yanen-Xuvnn (CesepHas Kaponuna, CLUA) 6bin co-
3BaH crneuunanbHbIi KOMUTET, BKNOYaoLLMIA crneumannucTos
U3 LWEeCTW CTpaH — KIMHWLMCTOB (TepaneBToB, peBMaTo-
noroBs, HeHpoOsIOros, MMMYHOSOMOB) M NaToNOroaHaToOMOB,
UMEIOLMX HanbOoMbLLMA OMbIT AMAarHOCTUKM NaTonorum
COCyAoB. ITOT KOMUTET OCYLLECTBMI MOMbITKY [OCTUXe-
HUM KOHCEeHcyca No Ha3BaHUSIM HEKOTOpbIX Hanbonee pac-
NpocTpaHeHHbIX (OOPM BaCKyNUTOB U BBEN MeXAyHapoa-
Hyto HomeHknatypy (Chapel Hill Consensus Conference
Nomenclature of Vasculitides, 1994) [13].

CoBpeMeHHas KnaccuuKaums BacKynuToB

B nocnegyowmii nepuof MNpou3OLLEen CyLleCTBEH-
HbI MPOrpecc B M3Y4YeHWU BaCKynUTOB, MOSBUIIACb TEH-
OEHUMS K COKpAaLLEeHWIO MCMNONb30BaHMSA 3MOHUMOB B Me-
anumnHekon TepmuHonornn. B 2012 r. coctosancs BTopown
nepecMoTp HOMEHKNATYypbl, COrNacoBaHHOM Ha KOHCEH-
cycHol koHgepeHumm HYanen-Xunn (Chapel Hill Consensus
Conference-2012 — CHCC-2012). bbinu BBEAEHbI HOBbIE
Ha3BaHWA, Jo6aBneHbl kKaTeropmm BackynuTos. lNpuHaTas
TEPMUHONOrMA 1 onpegeneHns pa3nnyHblX TUNOB BaACKyu-
TOB MONYHUSIM LLMPOKOE MEXANCUMNIIMHAPHOE U MeXAyHa-
pogHoe NpU3HaHWe M UCMOMb3YITCA B HACTOsILLEE BPEMS.
HomeHknatypa CHCC-2012 ocHoBaHa Ha pa3mepe nopa-
XEHHbIX COCYAO0B (C Y4ETOM CTPYKTYPbl U (DYHKLUN) U Me-
XaHu3me passutua sackynuta [14].

Hepoctatkom HomeHknatypel CHCC-2012 saBnsetcs
OTCYTCTBME QNArHOCTUYECKNX KPUTEPMEB BacKynutos. Ba-
CKYNUTbl KOXW BblHeCeHbl B pasgen «OpraHocneuudunye-
CKMe BacKynuTbl — BaCKynuTbl OQHOro opraHa». [Npu aTom
Heob6xo0OMMO OTMETUTb, YTO MOPaXKEHME KOXW MOXET Ha-
6ntogaTtbCs MpakTM4ecku Mpu BCEX BMAAx BacCKyUTOB,
YTO 3aTPyAHSEeT WCMONMb30BaHWE AAHHOW HOMEHKNaTypbl
nepmaToseHepornoramu. Pa6ovas rpynna Esponenckon
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akagemun gepmaronorum u seHeponorum B 2018 r. gonon-
HWna cyulecTsyoLlyo HoMmeHknatypy CHCC-2012 npuno-
XeHvem no pepmatoseHeponorun (D-CHCC), copepxa-
UM CTaHOApPTU3MPOBaHHbIE HAa3BaHUA W onpeneneHus
MHOMMX BacKynmToB KOXM (Taén. 1). 3To npunoxeHve sBu-
JI0Cb OCHOBOW Ansl pa3paboTKy AUarHOCTUHECKNX KpUTepU-
eB BackynuTtoB Koxu. CornacHo HomeHknatype D-CHCC
M30/IMPOBAHHOE MOPaXeHUE KOXM MOXET HabnogaTbes
Kak npv opraHocneumunyecknx BacKynmTax, Tak v npu cu-
CTEMHbIX BacKynmMTax ¢ NpenMyLLEeCTBEHHbIM NOpaXKeHeM
KOXW. Takxe COCyabl KOXM MOTyT BOBMEKATLCHA B BOCNasv-
TeNbHbIA NPOLECC NPWY CUCTEMHbIX BacKynmMTax ¢ noavop-
raHHon cumnromaTukon [14, 15].

06bepuHeHHan paboyas Knaccutukayua BacKynuTos

PO[BK

Pa6oyaa rpynna KomuteTa no knaccudukauusam
POOBK paspa6oTtana (B 2020-2021 rr.) o6beaMHEHHYIO
pabouylo KnaccuduKaumio BaCKynUTOB, [OOMOMHMB HO-
MeHknatypy D-CHCC knuHuyeckumu, natomopdponoru-
YECKMMW M UMMYHOSOMMYECKUMU faHHbIMK (Tabn. 2).

OCHOBHbIM MPUHLUMMNOM [OMArHOCTUKM [EepMaTo30B,
B TOM 4MCIie BaCKy/MTOB KOXW, B HaCTOsILLee BPeMs SiB-
NAeTca KOMMNEKCHasa oueHKa AaHHbIX aHaMHe3a 3abore-
BaHWA, KIMHUYECKOW KapTWUHbI, N1abopaTtopHbIX U UHCTPY-
MEHTarnbHbIX MeTofoB o6cnefoBaHus. [Npu oTcyTCTBMM
pe3ynsTatoB MIMMYHONOMMYECKUX TECTOB, MMCTONOrMYEeCKo-
ro ¥ HenpsAMOro MMMYHOMMCTOXMMMUYECKOTO NCCnenoBaHns
KOXW [epMaToBEHEPOSIOr MOXET OrpaHW4YnUTbLCA TONbKO
06LLMM AMArHO30M «BaCKyNUT KOXu». OTCyTCTBME MOJSHO-
LieHHOro o6crefoBaHns NaumMeHToB C NaTonormen cocyaos
M Ha3HaYeHne CUMMTOMATUYECKOW W/Wnu naToreHeTuye-
cKoli (Tem 6onee!) Tepanumn Ha OCHOBaHWUM UCKITHOYUTESNTIBHO
OaHHbIX KITMHWYECKOW KapTWHbI NMPUBOAUT HEpedKo K ava-
FHOCTUYECKMM OLLUMBKaM, OTCPOYKe YCTAHOBIIEHNSI BEPHOMO
AuarHosa n passutuio 3abonesaHus No HebnaronpuaTHO-
My cLieHapuio.

Mcxoga v3 npennoxeHHon ob6beuHeHHoOW paboyen
KnaccudumKaumm BacKynMToB Mbl PEKOMEHOYyeM B MNpak-
TUYecKon paboTe UCNosb3oBaTb pa3paboTaHHbIN Mnolua-
roBblfi anroput™M AMarHOCTMKWM BacCKyNUTOB KOXM, U3IO-
XXEHHbIN Ha puc. 1, 2, 4TO obner4aeT OUarHOCTUYECKUIA
npouecc. Bmecte ¢ TeM Mbl xoTenu 6bl NOAYEPKHYTH,
YTO cama AMarHoCTMKa BacKynMTOB KOXW OCTaeTCs Crnox-
HOW N 06BEMHON, HEPELKO MEXANCLMMNIIMHAPHON paboTon,
NpaBuIbHbIA pPe3ynbTaT KOTOPO He MOXET ObITb MONy4YeH
6e3 CBOEBPEMEHHOr0 TUCTONOMMYECKOro uccnefoBaHuns
KOXW, KOTOpPOe ANs TOYHOW [AMarHOCTMKWM BacKynMTOB
OOMKHO MPOBOANTLCA 06A3aTeNbHO U HA KakK MOXHO 60-
nee paHHeM 3Tarne, [o Ha3Ha4YeHusl Tepanuu rftoKOKopTH-
KocTepougamu niam UMTocTaTukamu.

Heckonbko gecatuneTtvin Hasap Onis CUCTEMHOMN Te-
panvuM BacKynuMTOB MOXHO ObII0 UCMOMIb30BATb TOSIbKO
cuctemuble 'KC u uutoctatukm. B HacTosillee Bpems
CyLIeCTBYEeT 3Ha4uTenbHbI BbIGOP COBPEMEHHbIX CU-
CTEMHbIX MMMYHOCYNPECCMBHbIX JIeKapCTBEHHbIX npena-
paToB, CMMCOK KOTOPBIX MOCTOAHHO paclumpsieTca. Yxe
HaKOM/eH onpefeneHHbIA ONbIT UX MPUMEHEHUS B fede-
HUWN BaCKynNUToB — UHrMémutTopsl ®HO-a (MHNnkcuman,
3aTaHepcenT), WHrméutopsl IL-1b/IL-1 peuenTtopa (aHa-
KUHpa, kaHakuHymab), aHTu-CD20 (putykcumab), aHTa-
roHucTbl peuentopa IL-6 (Toumnuaymab), MHIMOGUTOPHI
IgE (omanusymab).

B o6o3pumMom 6yayLLemM Tepanusa TsXXenbix opMm Ba-
CKYJIUTOB KOXMW [OMKHa CTaHOBUTLCS 6Gornee TapreTHOMW.

BecTHuk gepmaTonoruu n BeHeponorun. 2021;97(4):48-59 M
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Tabnuua 1. BapnanTbl BOBNEYEHWS COCYI0B KOXM, COrNAcHO HOMEHKNATYpe BAaCKyNTOB MEX1yHapoAHO! KOHCEHCYCHOIA KoHdepeHwn (Hanen-Xunn 2012 — CHCC-2012)
Table 1. Variants for the involvement of skin vessels, according to the nomenclature of vasculitis of the international consensus conference (Chapel Hill 2012 — CHCC-2012)

BapuaHTbl nopaxeHns KOXu:

Kateropus nposBieHue CUCTEMHbI BAaCKYNUT C NPEUMYLLECTBEHHbIM
CUCTEMHOro NnopaXeHUem KoXxu unu
Backynuta opraHocneyuuyeckuit BaCKynuT KOXu

BackynuTbl COCY/0B KPYNHOro AnamMeTpa:

ApTepuut Takascy Het Het
[MraHTOKNETOYHbIN apTepunT Penko Het

BacKynuTbl cOCyq0B CPEHEro AuamMeTpa:

Y3enKoBbIi nepuapTepumnTt [a [a
bonesHb KaBacaku Het Het

BackynuTbl cOCy0B Manoro guameTpa:
ANCA-accoymnnpoBaHHble BaCKyUTbI:

MwukpockKonuyeckuin noanaHrnuT [a [a
[paHynomaros ¢ nonmaHruutom (60nesHb Berenepa) [a [a
903NHOUBLHBIA FPaHyNoOMaTo3 ¢ NoAUaHrumTom (6ose3Hb Yapra — CTpocca) [a [a

AMMYHOKOMNNEKCHbIE BACKYJIUTBI:

bonesHb ¢ 06pa3oBaHnem aHTUTeN K 6a3anbHON MeMOpaHe Ky604KoB

(aHTn-GBM 60nesHb, yctap. cuHapom lygnacyepa) Het Het
Kpnorno6ynuHeMu4eckui BacKynuT [a [a

IgA-Backynut (60ne3Hb LLleHneitH — leHoxa) [a [a
[MnoKOMNNeMeHTapHbIN YPTUKAPHbIA BacKynuT (aHTn-C1q Backynur) [a [a

Backynut ¢ BapuaﬁeanuM nopaxeHuem cocynoB:

bonesHb bexyeta [a [a
CuHapom KoraHa Penko Het

BackynuTbl, acCOLMMPOBAHHBIE C CUCTEMHBIMU 3a60NEBAHNAMM:

BonyaHo4HbIN BacCKynuT [a [a
PeBmaTonaHbIin apTpuT a [a

Backynut npu capkoupose [a [a

BackynuT npu Apyrux cuctemMHbIx 3a60J1eBaHNAX [a [a

BackynuTbl ¢ yCTAHOBJIEHHOI (BEPOATHOM) 3THONOrUEN:

KpnornobynuHeMu4ecKuii BaCKYANT, aCCOLMMPOBAHHbIN C BUPYCHBIM renatutom G [a Aa

Backynut, accoyMnpOoBaHHbI C BUPYCHbIM renatutom B [a Ha

JlekapCTBEHHO-NHAYLMPOBAHHbIV UMMYHOKOMMNIEKCHBIN BACKYNUT [a [a

JlekapcTBeHHO-UHAYLMpOBaHHbIN ANCA-accoLnmnpoBaHHbIi BaCKynnT [a [a
CenTnyecknii BacKynuT

BackynuTt, accoLnnpoBaHHbIii CO 3M10Ka4€CTBEHHBIMY HOBOO6PA30BaAHUAMY [a La

OpraHocneuuchuyeckne BacKynuTbl — BaCKYNUTbI OQHOI0 OpPraHa
(Homenknartypa CHCC-2012 gononHeHa):

IgM/IgG Backynut Het [a

Y3noBsarbli BACKYNUT (MHAYpaTUBHAA apuTema baseHa) Hert [a
9puTeMa BO3BbLILIAKOLLANCS CTOKAsA Her [a
[Mneprammarno6ynnHeMU4ecKnin NATHUCTbINA BACKYNUT Hert [a
(runeprnobynuHemMuyeckas nypnypa BanbgeHctpema) Het [a
HopmoKOMMIEMEHTaPHbIN YPTUKAPHbIN BACKYNUT Hert [a

KommeHTapuu: cornacHo HomeHknaType Yanen-Xvnn 2012 r. pasnmyeHue cocygoB Manoro v cpefHero auameTpa rnpoBoAUTCSl HA OCHOBE
UX CTPYKTYPbI U (hyHKUMM, a He auameTpa. K cocyaam masnoro auameTpa OTHOCSITCSl UHTpanapeHxXMMarbHble Masble apTepym, apTepurorns,
Kanunnsipbl, BEHybl U Marble BEHbI, B TO BPEMS Kak COCybl CPEQHErO AraMeTpa BKIIHHaT MarucTpanbHble apTepym 1 BeHbl, a Takxke UX
HayasnbHble BETBU.

Comments: according to the 2012 Chapel Hill Consensus Conference, small and medium vessels are distinguished on the basis of their
structure and function, not diameter. Intraparenchymal small arteries, arterioles, capillaries, venules and small veins are directed to small-
diameter vessels, while medium-diameter vessels include the main arteries and veins, as well as their initial branches.
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Table 2. Applied unified classification of cutaneous vasculitis RSDVC

I Tabnuua 2. 06bearHeHHas paboyas knaccudukauns sackynutos POLIBK
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Kateropus

HasBanue
(wmchp MKB X)
[wudp MKB XI1

MposiBneHus Ha Koxe

OCHOBHbIE NaTOMOPCONOrMYECKUe
nposiBneHusa

JlononxuTtenbHble
ANarHocTuyeckue MetToabl

I.
Backynutbl
COCY[10B KPYMHOro
anamerpa

Hecneundunyeckui
aopToapTepuuT
(M31.4) [4A441)]

Het

[MraHTOKNETOYHbII
apTepuuT
(M31.6) [4A44.2]

Het

Onpegenexne B KPOBU ayTOAH-
TUTEN K KNeTKam COCYAUCTOro
JHAO0TENNS, (heppUTUHY

Il.
Backynutbl
COCY[10B CPEAHEro
anameTpa

Y3enKoBblIi
nepuapTepunT
(M30.0) [4A44.4]

PetukynapHoe nusego, na-

nysbl, Y3nbl, KPOBOTOYALLNE

A3Bbl, NETEXNN, IpUTEMA,

ny3blpu C remopparn4ecknm

COAEPXMMbIM (BEPXHUE
U HWXHNE KOHEYHOCTH,
NN, Lwes)

lMopaxkeHune apTepuit 1 apTepuon
B MOJLKOXHOW KNETYATKE, BEHbI HE
3aTparuBatoTCs; BoCnaneHne He
pacrnpocTpaHAaeTCa Ha aABEeHTULNIO
apTepun

Buoncus koxu.
BbisiBNeHME NHEKLNOHHBIX
3a60J1eBaHN, 04aroB
XPOHNYECKOI MHADEKLNK

bonesHb KaBacaku
(M30.3) [4A44.5]

Het

Il
Backynutbl
COCy[j0B Manoro
anametpa:

A — ANCA-ac-
COLMMPOBaHHbIE
BACKY/MUTI;

B — ummyHo-
KOMMEKCHbIE
BaCKYNUTbI

A. Mukpockonuye-
CKUIA NONUAHrMnT
(M31.7) [4A44.A0]

A. [paHynemaros
C NOJIMAHTUUTOM
(M31.3) [4A44.A1]

A. 303UHOGMNbHBIN

rpaHynemaros ¢ no-

nuanrumtom (M30.1)
[4A44.A2]

MeTexuu, nanbnupyemas
nypnypa, MBeAo PeTuKy-
NApHOE, Nanynbl ¢ He-
KpO30M, y3/ibl, 04aroBble

HEKPO3bl (MHAAPKThI) KOXMK,

A3BEHHO-HEKPOTUYECKNE
U3MEHEHUS CIU3NCTON
060/104KI NONOCTK pTa

1 HOCa (NpenmMyLLecTBEHHas
noKanu3aunsa: BepxHue
11 HUDKHUE KOHEYHOCTH,
yatLe B 061aCTH KPYMHbIX
CyCTaBOB)

MopaxKeHue BCeX KPOBEHOCHbIX COCYA0B
KOX Mafnioro guameTpa (aptepuonsl,
Kanunnsapbl, BEHYMbI), 4aCTO C NENKOLM-
TOKNa3nei, He BCTPEYAKTCA OTNOXeE-
HUS UMMYHHbIX KOMMIeKCOB. YacTo
B NPOLECC BOCNANEHNs BOB/EKAOTCA
NOAKOXHbIE COCYAbI, BKNKOYAs apTepun.
OTCcyTCTBYET rpaHynoMaTo3Hoe BoCna-
NeHNe B KOXe UK JIpYrux opraHax

lMopaxkeHune coCyj0B KOXU Manoro
AnameTpa (apTepnonbl, Kanunnapsl,
BEHYJIbl), HO B COMPOBOXAEHUN FpaHy-
J1eMaTO3HOro MHAUbTPaTa

lMepuBackynspHble 303NHOPUNbHbIE
MHUILTPATbI B COYETAHNN C NPOSB-
NEHNAMY BACKYNNTA — OT HEUTPO-
(huNbHOTO NENKOLMTOKNACTUYECKOTO
BapnaHTa (6e3 BbIpaXKeHHOI NenKoLun-
TOKNa3nun) ¢ 06uInMem 303NHOMUN0B [0
BACKYNUTA apTepuos, Manbix apTepuil
1nm BeH. BHecocyancTbie 3MeHeHus
B BUAE AN DY3HbIX UHTEPCTULMANBHBIX
MHUILTPATOB B AEPME, COAEPKALLNX
MHOMO4YUCNEHHbIE 303UHODUIIbI)

Buoncus koxu. BoissneHune
B KPOBW ayTOAHTUTEN:
anti-PR3 ANCA,
anti-MPO pANCA

B. bonesHb ¢ 06pa-
30BaHMEM aHTUTEN
K 6a3anbHON Mem-
6paHe KNy604KoB
(M31.0) [MK55 —
ncknoyeHo n3 MKB]

Het

B. Kpuorno6ynuxe-
MWYECKNIA BACKYNT
[4A44.90]

MeTexun, nansnupyemas
nypnypa, n3bsA3BneHus
(y4acTkn Koxu, nogseprar-
Lecs BO3eNCTBNIO HU3KOM
TeMNeparypbl: KUCTH, CTOMbI,
YL, HOC, LeKMN, BO3MOX-
Hbl TaKXXe NPOABNIEHNSA Ha
HWKHUX KOHEYHOCTAX)

JleiKoUMTOKNACTUYECKMIA BACKYAUT
NOCTKANUAMSPHbIX BEHYN (PeXe Manbix
BEH M apTepuosn) ¢ OTN0XKEHNEM [1en03u-
TOB M3 KPUOTNOGYINHOB B MOPAXKEHHbIX

cocypax

Buoncus koxu. BoisieneHune
B KpoBU Kpnorno6ynuxos Il u lll
™na

B. IgA-Backynut
(D69.0) [4A44.92]

[MeTexuu, nanbnupyemas
nypnypa, nanysnsl ¢ HEKPO-
30M, Ny3bIpK C remopparm-
4eCKUM COAEPXNUMbIM (HUXK-
HWE KOHEYHOCTU — TONIeHN
CTOMbI, PeXe — TyNoBULLE

11 BEPXHIE KOHEYHOCTH).
XapakTepHbl CTOKME BONI-

JbIpU C 3YAOM

JTeiKOUMTOKNACTUYECKINIA BACKYNT
NOCTKANUNAPHLIX BEHYN (pexe apTe-
pUON 1 MasbIX BEH KOXM).

Mpu npaMoi MMYHODAYOpPeCLEHLMN
BbIABNAKTCA IgA1, 06pasytowne aeno-
3UTbl B CTEHKE KPOBEHOCHbIX COCY0B

Buoncus koxu.
Koarynorpamma. Onpefenexue
ypoBHet UMK, ummyHorno6ynu-
HOB, KPMOrn06YNNHOB 1 KOMMO-
HEHTOB CMCTEMbl KOMMIEMEHTA,
ypOBHeii hakTopa Bunnebpataa,

TpOMOOMOYNNHA B NNasme
KpOBM.
BbisiBneHue B KpoBu
ayTOAHTUTEN K KNeTKaM CoCyAu-
CTOro0 3HJ0TENNA

T. 97, Ne4, 2021
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Kateropus

Ha3Banue
(wmcpp MKB X)
[wudhp MKB XI]

posiBneHus Ha Koxe

OcHOBHbIe NaToMOpthoNoru4eckne
NpoABEHUA

JlononHuTENbHbIE
OHUarHoCcTUYECKME METOAbI

B. TunokomnnemeH-
TEMUYECKNA ypTU-

KapHbIi BacKynuT
(M31.8) [4A44.91]

Bonpgbipu, netexum, cet-
yatoe nueeno. Bongsipn
cyLlecTBytoT 60/1ee 24 4acoB

OUOPUHOUIHBIN HEKPO3 CTEHKN NOCTKa-
NUNASPHBIX BEHYN C NEPUBACKYNAPHON
NeNKOLUTOKNA3NeN 1 OrPaHNYeHHbIM
0TEKOM COCO4YKOBOTO CNOS AePMbl.
IMpu npAMoi UMMYHOTYOpeCLeHL M
B COCYANCTON CTEHKE BbIABNAIOTCA
[1eno3nTbl KOMMNOHEHTOB KOMMEMeHTa
1 MMMYHOT106yIMHOB

Buoncus koxu. Boisineuue
B KpoBu aHTU-C1q aHTuTen. Onpe-
[JeneHne ypOBHs KOMMOHEHTOB
KomriemMeHTa B KpoBu. G Lienbio
BbIABNEHUA TPOMOO( UM — aHa-
nu3 nonumopuama B reHax F2, F5,
F7,F13, FGB, PAI-1, ITGA2, ITGB3
(puck passuTus TpOM60UANY) U
MTHFR, MTRR, MTR (HapyLueHus
MeTabonuama ponaros)

IV.
BackynuT ¢ Bapua-
6€eMbHbIM MOpaxe-

HUEM COCYL0B

bonesHb bexyera,
(M35.2) [4A62]

AkHehopMHbIe PoNANKynsp-
Hble NYCTYbl, HEPONNKY-
NApHble Nanyno-nycTynesHble
BbICbIMAHNS, Y37bl, 3PO3NN,
A3BbI (BEPXHNE W HUXKHME
KOHEYHOCTU, FeHuTanu),
BO3MOXHbI TPOM603bI M0-
BEPXHOCTHbIX U rNy60KNX BEH
HKHWUX KOHEYHOCTEN, 3p0o3unn
1 $13Bbl Pa3NNYHbIX Pa3MEPOB,
605163HEHHbIE HA CN3UCTON
060104Ke NOSIOCTL pTa

lMopaXkeHne coOCy0B Masioro guamerpa
C 0TEKOM 3HAO0TENNA 1 NIeNKOLUTOKNa-
31€eM, NHOrga BacKynuT ¢ onbpuHo-
WAHBIM HEKPO30M. TPOMO03 KpYMHbIX
COCY[I0B Pa3BKBAETCA NPU BACKYINUTE
vasa vasorum. [MCcToNoru4yeckoe nccre-
[l0BaHWe y3/10B B r’UNOAEPMeE BbISBASET
NENKOLUTOKNACTNYECKUIA CeNTanbHbIR
BACKYNUT ¢ 06unem rucTnouuToB

Broncus koxu. MonoxuTesnbHbIA
TECT naTepruiu.
BbisiBNeHne B KpOBN
AyTOAHTMTEN K KIeTKam cocyau-
CTOro0 3HA0TENNSA

CuHppom KoraHa
(H16.3)

Het

V.
BackynuTtbl,
aCcCoLMMPOBaHHbIe
C CUCTEMHbIMU
3a60neBaHNAMU

BonyaHoy4HbIR
BACKYyNUT
(L93.2) [4A40.0Y]

PeBMaTONAHbII
BaCKyNnuT
(M05.2) [4A44Y]

Backynut npu
capkoupaose
(L95) [4A44.Y]

Backynut npu
IPYruX CUCTEMHbIX

3a6onesanusx (L95)

[eTexun, peTukynsapHoe
nnBeJOo, nanysbl C HEKPO3OM
(BEPXHNE 1 HUXKHUE KOHEY-

HOCTM, TYNOBWLLE, N1L0)

lMopaxkeHue cocyf0B Manoro Anamerpa,
Hanbonee 4acTo — NOCTKANUIAAPHbBIX
BEHYJ1, HO HEPELKO B BOCNANUTENbHbIN
npoLecc BOBNEKAKTCA 60Mee KpynHble
cocygbl. [ucTonornyeckas KapTmHa
00bI4HO COOTBETCTBYET JIEKOLUTOKIA-
CTUYECKOMY BACKYNUTY

Buoncus koxu.
BbisiBNeHue B KpoBy
AHTUHYKIEAPHbIX aHTUTEN

CneKTp N3MeHeHNit — BapuaHTbl 0T
NeNnKoLMTOKNACTMYECKOro BacKynmuTa
NOCTKANUANAPHLIX BEHYN C Aeno3nTamm
IgM/1gG, pexxe — IgA, no BackynuTa
apTepuilt NOAKOXKHOI KneTHaTkm (ru-
CTONOTMYeCcKas KapTUHa MaHHNKYNUTA).
NHorpa HabntofaeTca Bocnanexne
MbILIEYHBIX apTepuii. XapakTepHbIM
NPU3HAKOM IBMISETCA 4acTOe hOpMU-
poBaHue B iepMe HeKpOOMOTNYECKNX
nanncagoobpasHbIx rpaHynem

Buoncus koxn.
MoNoXNTENbHbINA
peBMaTomngHbIN akTop,
aHTUTENa K LMKIN4ecKomy
UMTPYNNIMHAPOBAHHOMY NENTUAY

I3MeHeHns npeCcTaBeHbl NaTOMOp-
honorn4ecKM BapuaHToOM J1eiKoLmnTo-
KNacTUYEeCKOro Unu (pexe) — rpaHyno-

MaT03HOro Backynura

VI.
Backynntbl ¢
YCTAHOBJIEHHOM
(BEpOATHOM) 3THO-
noruen

JleKkapCTBEHHO-
MHOYLNPOBAHHbI
MMMYHOKOMIEKC-

HbIA BACKYNNUT

(L95) [4A85.030]

[MeTexuu, nanbnupyemas
nypnypa, BOAAbIPK, Nanysbl
C HEKPO30M, 13Bbl (BEPXHUE

N HUXKHUE KOHEYHOCTH,
TynoBuLLe)

J1eAKOUMTOKNACTUYECKNIA BACKYINT
COCY/I0B Masioro Kanuépa

Buoncna koxu.
CBA3b C Mpuemom
NeKapCTBEHHOr0 npenapara
(cTatuHbl, nHrn6uUTOpPLl ®HO)

JleKapCTBEHHO-
MHOYLNPOBAHHbII
ANCA-accouumpo-
BaHHbIN BACKYNUT
(L95) [4A85.03Y]

MeTexuu, nansnupyemas
nypnypa, BOMAbIPK, nanyJibl
C HEKPO30M, 13BbI (BEpXHUE
11 HUXHUE KOHEYHOCTH, TYO-

BUILLLG, NULLO, MONOCTb PTa)

J1eNKOLMTOKNACTMYECKNIA BACKYANT
COCY[I0B Manoro kanuépa

Buoncuns koxu.
CBA3b C MPMEMOM
NeKapCTBEHHOr0 npenapara.
B kpoBu BbisBnstoTcs ANCA, ya-
CTO aHTUTena K poconunugam

CenTuyeckuit
BacKynutT
(L95) [4A44Y]

[eTexuun, peTuKynspHoe
NNBEAO (BEPXHME N HIKHIE
KOHEYHOCTU, TYNOBULLE,
nnLo)

®UOPNHOMAHBIN HEKPO3 CTEHOK
COCYL0B, M. 6. IENKOLMTOKNA3MS,
TPOMOUPOBAHHbIE COCYAbI, 0TEK AEPMbl,
9KCTpaBasaTbl 3PUTPOLUTOB, NYCTYNU-
3auus anugepmmca

Broncus koxu. MonoXxnTenbHbIR
TECT HAa NPOKANbLUMTOHUH 1 Ap.
MapKepbl cencuca

Backynur, acco-
LMUPOBAHHbIN CO
3/10Ka4€CTBEHHbIMM
HOB0O0OPA30BaHNAMN
(L95) [4A44Y]

[eTexuu, nanbnupyemas
nypnypa, BOAAbIPY, Nanyssl
C HEKPO30M, A3Bbl (HaLle
HUKHIE KOHEYHOCTN)

Buoncus koxu. 06¢cnegosaHne
Ha 3/710Ka4€CTBEHHbIE OMYX0NN
(Yawe 13 NMMAONIHON TKaHN)

B BecTHuk gepmaTtonorumn n BeHeponoruun. 2021;97(4):48-59
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OcHoBHbIE NaToMopthonoruyeckue
nposBNeHuns

JlononHuTENbHbIE
OUarHoCcTUYECKME METodbI

JTeiKOUMTOKNACTUYECKINIA BACKYINT
NOCTKANUNAPHLIX BEHYN (pexe apTe-
pUON 1 MasbIX BEH KOXMK).

Mpu npAmMoi UMMYHOYOPeCLeHL N
BbisBAAlTCSA IgM 1 1gG, o6pasytowme
[eno3nTbl B CTEHKE KPOBEHOCHbIX
cocynioB

Buoncns koxn

ToGYNSAPHbIA NAHHUKYAUT C BACKYNNTOM

cocyfoB runofepmbl. Matomopdo-
NIOrNYeCKNe U3MEHEHUS KOXI MOTYT
BK/H04aTb KOAryNALNOHHbIN 11 Ka3e03-
HbI HEKPO3, @ TaKXXe HEATPOIMbHbIE,
rpaHynemMarto3Hble i numdounTap-
Hble MH(UNbTPATHI

Buoncus koxu.

BbissBNeHnE NHAEKLNOHHbIX
3a6011€BaHNI1, 042aroB XPOH.

MHMEKL UM

Hassanue
Kateropus (wmchp MKB X) posiBneHus Ha KoXe
[wuchp MKB XI]

MeTtexun, nansnupyemas
nypnypa, nanyssl ¢ HeKpo-
30M, Ny3bIpK C remoppari-

I?S/Is/égé}) ?EXZ):‘”;]T Y4ECKUM COAEPXKUMbIM (HUX-
’ ’ HIEe KOHEYHOCTN — FONeHN,
CTOMbI, PeXe — TyNoBuLLe
11 BEPXHIE KOHEYHOCTH)
HopnynspHblit
Ba(cyksymﬁa&;g)ﬂ Y3nbl, 438kl (CrnbatenbHble
[EF40.2Y unu NOBEPXHOCTY rONEHEN)
4A44.3]
VI
OpraHocneumdu- [Tanynbl, 609WKN, Y31bl,

JpuTema Bo3BbILIA-
fowancs ctonkas
(L95.1) [4A44.3]

A3Bbl (pasrnbartenbHble

NOBEPXHOCTU BEPXHUX

1 HUXKHUX KOHEYHOCTEN,
4acTo B MPOEKL MU CYCTaBOB)

Yeckune BacKynu-
Tbl — BaCKYMTbl
OJIHOTO OpraHa

Ha paHHux cTagmsax passuBaeTcs
BbIPaXEHHbIi 0TeK COCOYKOBON iEPMbl,
CMeLlaHHble NepuBacKynapHble I/IHCbVIJ'Ib—
TpaTbl, OTNOXEHNS (PM6PUHA B CTEHKAX
COCYAOB, neikoumnToKnasus. Mo3xe s
nepuBackynApHbIX NHGMAbTPaTaxX yBe-
JINYNBAETCHA KOJIM4EeCTBO TMCTUOLUTOB,
0TMeYaeTcs nponudepaLus BepeTeHo-
06pa3HbIX KNEToK, passuBaetcs ouoépos

buoncus Koxu

Tneprammarno6y-
p 100y lMeTexun (BEpXHNE U HIKHUE
NMHEMUYECKNIA NAT-

HUCTbIA BACKYNUT KOHBHHOCCTT(';'M_I) ronenu,
(C88.0) [4B22]

MopaxaloTcs COCyabl KOXN Manoro
AnameTtpa. Ha ux cTeHkax o6HapyxmBa-
10TCS OTNOXEHNS UMMYHOTNIO6YNIMHOB

Buoncns koxn

HopmokomnnemeH-

TEMUYECKUI ypTu-
KapHbIN BaCKYNuT
(L95) [EF40.10]

Bonabipu, netexuu,
PeTUKYNsApHOe NnBe.o.
Bonabipu cywecTeyoT

6onee 24 4acos

®nOPUHOMAHBI HEKPO3 CTEHKN NOCTKA-
MUNAAPHBIX BEHYN C NEPUBACKYAPHON
NEeNKOLUTOKNA3NEN U OrPAHNYEHHbIM
0TEKOM COCO4YKOBOTO CNOA IePMbl.
Mpu NpAMON NMMYHODAYOPECLEHLMN
B COCYANCTON CTEHKE BbIABNAITCA
[eno3nTbl KOMNOHEHTOB KOMMEMEHTA
1 UMMYHOTN106Y/TIMHOB

Brnoncua koxu.

OtcyTcTBue B KpoBu aHTN-C1q
AHTUTEN U CHIDKEHNS YPOBHS
KOMMOHEHTOB KOMMNNEMeHTa

B KDOBM

AJITOPUTM OWATHOCTWKIW BACKYJTUTOB KOXI

|. BbIABNEHWE KMUHNYECKINX MP3HAKOB BACKY/TUTA KOXIA:

— remopparuyeckne naTHa (nypnypa)

— nuBejo

— My3bIpU C FeMOPPArnyeckuM CoaepXXNMbIM
— CTOWKIe BONAbIpY (>24 4acos)

— nany”nbl Wunu y3ibl ¢ HeKPO3OM

— HEeKpO3bl (MH(APKTbI) KOXM, A3Bbl, PY6LbI

Y

II. ANATHOCTWU4ECKAS BOMCNA KOXIA:
— Hanu4ue Npu3HaKoB Backynuta

Het
Yy A
MpogomkeHune
[MarHOCTU4ECKOro nouncka [ YcTaHaBnuBaeTcs npeasapuTenbHblil anarHo3 BACKYITAT KOXIA ]
B paMKax gpyrux
BO3MOXKHbIX 300/18BaHNI *
IIl. BbIABJTIEHWE B KPOBI ANCA:

— anti-PR3 ANCA
— anti-MPO pANCA

T

\ Het

ANCA-accounmnpoBaHHble BaCKYNUTbI COCYL0B Manoro Anamerpa:
— MUKPOCKOMMYECKNIA MOANAHTUUT
— rpaHynemaro3 ¢ NoNNaHruMToM
— 303MHOMUNbHBIIA rPaHyNemMaTos ¢ NosMaHruUToMm
BackynuTbl ¢ ycTaHOBNEHHOW (BEPOATHON) 3TUONOrNEN:
— NeKapCTBEHHO-MHAYLMPOoBaHHbIA ANCA-accoLMnpoBaHHbIA BaCKynuT

— BACKYNNUTbl UMMYHHBIX KOMN/IEKCOB

V. ANATHOCTKA UMMYHOKOMITTEKCHBIX 1 [IPYI X BACKYJINTOB

— BAaCKYNMTbI C BapMabenbHbIM NOPaXXEHNEM COCYL0B

— BaCKYMUTbI, aCCOLMNPOBAHHbIE C CUCTEMHBIMM 3260M1EBAHNAMN
— BACKYMMTbI C YCTAHOBMEHHOI (BEPOATHOI) 3TUONOr1en

— OopraHocneLmu4eckne BaCKynnTbl — BaCKyNNTbI OAHOTO OpraHa

Puc. 1. AnropuTm MarHoCTUKI BACKYSIUTOB KOXN
Fig. 1. Algorithm for the diagnosis of cutaneous vasculitis
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IV. ANATHOCTNKA UMMYHOKOMITEKCHbBIX U APYTIIX BACKYINTOB

BackynuTbl UMMYHHbBIX KOMIJIEKCOB
BackynuTbl ¢ BapuabesibHbIM NOPXKEHNEM COCY0B
BackynuTbl, aCCOLMNPOBAHHbIE C CUCTEMHBIMI 3260/1€BaHNAMN
BackynuTbl ¢ yCTaHOBNEHHOI (BEPOSTHON) 3TMONOrMeN
OpraHocneuunguyeckne BacKynmTbl — BaCKYNUTbI OOHOTO OpraHa

BbIsiBNEHIE B KDOBM MapKepoB
BMPYCHOTO renatura B

)

BbisiBnieHWe peBMaToMAHOro hakTopa, ALlLlI'I)

I o

Backynut, accouMmpoBaHHbIil
C BUPYCHbIM renatutom B

Hanuuue B KpOBM KpUOrNo6yIMHOB
[I'w Il Tuna

Ve
I\ ( )

Hanuuue cBA3u ¢ npuemom

] -

PeBmartomaHbIi BaCKynuT
Hannyue aHTUHYKIeapHbIX aHTUTEN B KpOBVI)

NeKapCTBEHHOTO npenapara

Kpnorno6ynuHemMuyeckuin Backynut

) 5

V=

J1eKapCTBEHHO-MHAYLMPOBAHHbI

(

BonyaHouHbIi BacKynuT

v

)

MMMYHOKOMM/EKCHbIA BaCKynuT

(
(
(

BbisiBNEHME B KDOBU MapKepoB
BUPYCHOrO renatuta G

Mpu npsamon PU® suisenstoTes IgAT,
06pasyroLLme [eno3uThbl B CTEHKE

(
(
(
(
(

Hanuyue 3110Kka4ecTBEHHbIX ONYX0Neil

KPOBEHOCHbIX COCYf0B

] -

} o

BackynuT, accoLmmpoBaHHbIit
CO 3/10Ka4YeCTBEHHbIMM HOBOOGPA30BaHNSMN

Kpuorno6ynnHeMmnyecknii BaCKynuT,
aCCOLNNPOBAHHBIA C BUPYCHBIM
renatutom G

i

IgA-Backynut

)
J
)

]\

BoisiBnieHue B kpoBu aHTW-G1q aHTuTen,

CHVKEHNE KOMMOHEHTOB KOMM/IeMeHTa.

[pn npamon PU® B cocyancTomn cTeHke
[1eno3nTbl KOMMOHEHTOB KOMNEMEHTa 1 Ig

V=

TUMOKOMNNIEMEHTEMUYECKMIA YPTUKAPHBIN BaCKyJ'IVIT)

Puc. 2. Anroputv InarHocTKM BackyniuToB KOXI (MPOJOMKEHNE)
Fig. 2. Algorithm for the diagnosis of cutaneous vasculitis (continued)

Mpu 3TOM BO3pacTaeT poSib COBPEMEHHOW KOMIMIEKCHOM
ANarHOCTUKY BACKYIIUTOB KOXMW U CTaHOBWUTCS Heo6xoau-
MbIM MOCTPOEHNE eOMHOrO MEXAUCLMMNIIMHAPHOIO MOAXO-
[ia B MOHMMaHUW Npo6/ieMbl COCYAUCTbIX MOPAXEHUI U UC-
Nonb30BaHWe eavHON KraccuukaLum, B OCHOBY KOTOPOWA
MOMOXEH 3TMONAaTOreHETUHECKUIM MPUHLIMI.

3aknioyenue

B peaynstarte o6CyXOeHUs pasfuMyHbiX BapuaHToOB
Knaccudukauum sackynutos paboyas rpynna Komute-
Ta POOBK no knaccudukaumam B gepmMaToBEHEpPOso-

Mo AaHHBIM MUCTONOMNYECKOr0 UCCef0BaHus
N06YNAPHBIA NAHHUKYSAT C BACKYAUTOM
COCY/I0B TMMOAEPMbl

V=

HopynspHblii (y3noBatblii) BacKyauT

[
(

rMn npegnaraeTt UCMNoNb30BaTh B KMMHUYECKOW paboTe
Bpayen-4epmMaToBEeHeposnioroB, B YY4€OHbIX U Hay4HbIX
Lensx — npu obyyeHun B MeAMLMHCKNUX o6pa3oBaTesb-
HbIX yYpexAeHusaxX BbiCcLLero ob6pa3oBaHus, nNpu oby4e-
HUM MO cneumanbHocTn «[epmaToBeHeponorusa» (kog
OKCO 3.31.08.32), np1 nnaHMpOBaHUN U NpOBEeAeHUN
Hay4HbIX UCCNefoBaHui, Npu Ny6nukaumax B Hay4HbIX
MeAVUMHCKMX XypHanax, npu paspa6oTke KnuHuue-
CkMx pekomeHpaumin «O6beguMHeHHYI pabodylo Knac-
CUUKaLUIO BaCKYNUTOB», U3NOXEHHYIO B Tabn. 2 3Ton
ctatou. i
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