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B HacTosLee BpeMsi edMHO 06LLENPUHSATON TEPMUHOMOMMM M KNaccuukaumm BacKynmToB U cocyam-
CTbIX HapYLLEHWUIN KOXM HET. B 0Te4ecTBeHHOWM AepMaToBEeHepPOsiornM CyLLLECTBYIOT pasfinyHble Noaxoapi
K KnaccuduKauum BacKynmMToB KOXM — MOPaXXeHUsi COCYA0B KIaccuUUMPYIOT MO KIIMHUYECKUM Npu3aHa-
KaM, 3TUOMOrMK 1 NaToreHeay. 3HaunTesbHble TPYAHOCTY BbI3biBAET OTCYTCTBUE €AMHOM TEPMUHONOMMN,
YETKMX AMarHoCTUYECKUX KpUTEepUeB BaACKyNUTOB U CyLLEECTBOBaHME GOMbLLIOrO KONMYecTBa ay6nmpyto-
LLMX HA3BaHWIA, CPen KOTOPbIX MHOIO 3MOHNUMMYECKUX TePMUHOB. [laHHbIN BONPOC ABMAETCA OOHUM U3
Hanboree CMOXHbIX, 3anyTaHHbIX U AMCKYTa6enbHbIX HE TONbKO B 1epMaTOBEHEPONIOrM, HO U B APYrmX
JMCUMNnHaXx.

CoBpeMeHHble NPUHLMMbI AMArHOCTMKM BACKYNUTOB KOXW 6a3upYOTCS HAa MHTerpanibHOM OLeHKe AaHHbIX
aHaMHe3a 3a60/1eBaHus, KNMHUYECKOW KapTuHbI, Na6opaTopHbIX Y UHCTPYMEHTasbHbIX METO0B 06Cneao-
BaHusA. C Lenbio cTaHaapTU3auum onpeaeneHunii u AMarHocTUYEeCKMX KpUTepmes Ans o6CyXaeHus npea-
naraetcsl o6beMHeHHasn pa6oyas Knaccugukaums COCyaANCTbIX MOPaXeHW, B OCHOBY KOTOPOW MOSOXeH
3TUOMNATOrEHETUHECKUIA MPUHLIAN.

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

KOHMNUKT MHTEPECOB: aBTOpbl f@HHOW CTaTbW NMOATBEPANIN OTCYTCTBUE KOHMKTA UHTEPECOB, O KOTOPOM
Heo6XxoaMMO COOOLLUTL.

MCTOYHNK chnHAHCMPOBaHUS: paboTa BbINofHEHA U OMNy6IMKOBaHa 3a cHeT (PUHaHCMPOBaHMS Mo MeCTy paboTbl
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

BO3MOXHble 3TUONorn4eckme CbaKTOpr — BeCbMa aKTy-
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].

Knaccumukauuﬂ annepru4yeckux BacCKynnMToB KOXu

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

|. MoBEpPXHOCTHBIE annepruyeckne BacKynuThbl:

1. remopparn4eckuii BacKynuT (remopparm4eckuin ka-
NUINSPOTOKCUKO3);

2. remopparuyecknii NemkoknacTMyecknii MMKkpoous;

3. y3enKOBbI HEKPOTUYECKNI BACKYINUT;

4. annepru4eckuin apTepuosnuT;

5. y3enkoBbi nepuaptepunt (M. 6. rMy6oKne 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].

Knaccmpuxauuﬂ 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 CocyamcTble HOBOO6PA30BaHMS.

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 aruutoB (BackynuTOB) KOXK

(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).

Pa6ouas knaccudmkaums O.J1. ViBaHoBa ygo6Ha B npak-
THUYecKom paboTe AepmaToBeHeposiora  MUHTYUTUBHO MOHSAT-
Ha — Mo NepBMYHOMY MOPEOIOrMYECKOMY SNEMEHTY CbIn
BblAenAeTca caMocToATeNlbHasa popma Backynurta: rnpu na-
nynax ¢ HEKPO30M — NanysIoHEKPOTUYECKUIA TUM, MPW MYCTY-
nax n f3Bax — A3BEHHbI TUN 1 T. 4. Ho ecnn paccMoTpeTb
OaHHYI0 Knaccudukaumio ¢ Mo3uLMI Hay4HbIX 3HaHWUIN ce-
rOAHALLHEro AHA, TO CTAHOBUTCS MOHAITHBIM, YTO OHa [JO/KHA
ObITb akTyanmanposaHa. Hanpumep, nanynoHekKpoTU4eCKuni
™MN — 3TO KnuHMYeckoe nposieneHne ANCA-accoummpo-
BaHHbIX BAaCKYNMUTOB (MWUKPOCKOMWYECKOro MOMMaHrnmTa,
rpaHynemarosa ¢ nofmaHrMmTom Unm 303MHOUILHOro rpa-
Hynemaro3a C nonmaHrumTom), IgA-BackynuTa, BackynmTa,
accoumMMpoBaHHOro € BUPYCHbIM renatnutom B, nekapcteeH-
HO-MHAYLUMPOBAHHOIO  MMMYHOKOMITIIEKCHOMO  BacKynuTa,
nekapcTBeHHO-MHAyumposaHHoro AHLIA-accoumMmpoBaHHo-
ro BacKynuTa, BacKynurta, accoLmMmMpoBaHHOIo CO 3rioKave-
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CTBEHHbIMWN HOBOoOGpasoBaHusamu, unm IgM/IgG Backynura.
TakTvKa NeveHus KaKgoro M3 rnepevncneHHbIX 3abornesa-
HWI MMeeT cyLecTBeHHble otnm4mns: npyu ANCA-accouumpo-
BaHHbIX BacKynuTax Heo6XxoAMMbl BbICOKME [03bl LMUTOCTa-
TUKOB UNWN MeHHO-NHXEHEPHbIX 6MOSIOrMYeckuX npenaparos
(TMBIM); npwn IgA- 1 IgM/IgG-BackynuTax NpUMEHSIOT cpeg-
HVe [03bl CUCTEMHbIX KOPTUKOCTEPOUOB; Tepanus Backy-
nvTa, accoLMMpOBAaHHOroO C BUPYCHbIM renatutom B, pomx-
Ha BK/HO4aTh NPOTUBOBUPYCHbIE Npenaparsl, nofasnsoLme
pennvkaumio Bupyca.

CBefieHunsi, KOTOpbIMM Mbl pacnonaranu B XX B., npe-
Teprnenn CyLwlecTBeHHble U3MEHeHUs 1 JononHeHus. To,
YTO paHblle HasbiBasn [yCTy/1e3HO-I3BEHHBbIM TUIMTOM —
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 cernrasibHbIM NaHHWKynTam 6e3 Backymra [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 BacKysionatun JIeXUT ruaivHU3UpYoLLni
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-
TU3MPOBAHHLIX TEPMUHOB U OMNPefefieHnin 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 HauMbosbLUIMIA OMbIT AMAarHOCTUKW 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 nocnegyrowmin nepnog NponsoLlen CyLeCTBEHHbIN
Nporpecc B M3y4eHUM BaCKYNMTOB, NOSBMNACL TEHAEHUMS
K COKpaLLeHWIO MCMONb30BaHMSA 3MOHUMOB B MeOWLMH-
ckor TepmuHonorun. B 2012 rogy coctosnca BTopou re-
pecMoTp HOMEHKNATypbl, COrNacoBaHHOW Ha KOHCEHCYC-
Hon KoHdepeHumn Yanen-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):00-00 M
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Tabnuua 1. BapuaHTbl BOBJIEYEHIS COCYI0B KOXN, COrNACHO HOMEHKNATYpe BACKYNNTOB MEXAYHAPOAHO KOHCEHCYCHOM KOHAeperumm (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)

BapuanTbl nopaXeHns KOXHu:

CUCTEMHbII BaCKyNUT

LG :Eg:::lz:':g C NPEMMYLLECTBEHHbIM NOPaXeHneM
BACKYNTA KOXW Unu opratocneunduyeckuii

BACKYJIUT KOXH

BacKynuTbl COCYA0B KPYNHOro AuameTpa:

ApTepunt Takascy Het Het
[MraHTOKNETOYHbIN apTepunT Penko Het

BackynuTbl COCY/0B CPEAHEr0 AMAMETpa:

Y3enKoBbIN nepuapTepunT [a [a
bonesxb KaBacaku Her Het

BackynuTbl COCYA0B Manoro AuameTpa:
ANCA-accouymnnpoBaHHble BaCKyINTbI:

MuKpoCcKOnM4YeCcKUin NoManHrumT Ha [a
[paHynomato3 ¢ nonmanruutom (6onesHb Berenepa) [a [a
903MHO(UAbHbINA FPaHyNIOMaTo3 ¢ nonuaHrnnTom (6onesHb HYapra— Ctpocca) [a [a

AMMYHOKOMNNEKCHbIE BACKYJIUTBI:

bonesHb ¢ 06pa3oBaHMeM aHTMTEN K 6a3aNbHOI MeMOpaHe Kny604KoB

(aHTn-GBM 60nesHb, yctap. cuHapom lygnacyepa) Het Het
KpuornobynnHemuyeckunii BacCKynmT [a [a

IgA-Backynut (60nesHb LLlenneitH — leHoxa) [a Ja
[MnoKoMNneMeHTapHbIA ypTUKAPHbIA BacKynuT (aHTu-C1q Backynmr) [a [a

Backynut ¢ BapuabenbHbIM NOPaXeHUEM COCYA0B:

bonesHb bexyeta [a [a
CuHapom KoraHa Penko Het

BackynuTbl, accOLUNPOBAHHbIE C CUCTEMHbIMU 3a60NeBaHNAMMU:

BonyaHo4HbIN BaCKynuT [a Na
PesmatongHbli aptput [a [a

Backynut npu capkongose [a [a

Backynut npu gpyrux cUCTEMHbIX 3a60J1eBaHNAX [a [a

BackynuTbl ¢ yCTAHOBJIEHHOI (BEPOATHOM) 3TUONOrMEN:

KpnornobynuHemMuyeckuii BACKYANT, aCCOLIMMPOBAHHbINA C BUPYCHbIM renatutom G [a Ha

BackynuTt, accoLnnpoBaHHbIil C BUPYCHbIM renatutom B [a Ha

JlekapCTBEHHO-NHAYLMPOBAHHbI/ UMMYHOKOMMIEKCHBIA BaCKYNUT [a [a

JlekapcTBEHHO-NHAYLMPOBaHHbIN AHLIA-accounpoBaHHbIi BaCKynuT [a [a
CenTnyeckmin BacKynut

BackynuT, accoLMNpOBaHHbIiA CO 3510Ka4eCTBEHHbIMWU HOBOOOPA30BaHUAMN [a La

OpraHocneuuchuyeckne BacKynuTbl — BaCKYJIMTbl OQHOI0 OPraHa
(Homenknatypa CHCC-2012 gononueHna):

IgM/1gG Backynut Het [a

Y3noBatblin BACKYNUT (MHAYPaTUBHAA apuTema baseHa) Het [a
9dpuTEMa BO3BbLILIAKOLLANACS CTOIKAsA Het [a
[Mneprammarno6ynMHeMUYECKUA NATHUCTLIA BACKYIUT Het [a
(runeprnobynuHemMuyeckas nypnypa BangeHctpema) Het [a
HopmoKoMnneMeHTapHbIiA YPTUKAPHbIA BaCKYANUT Het [a

KoMmeHTapuu: cornacHo HomeHknatype Yanen-Xunn 2012 r. pasnm4eHve cocy[oB Masoro 1 cpegHero auameTpa npoBoaNTCS HA OCHOBE
WX CTPYKTYPbI U QhyHKUMM, a He anameTpa. K cocyaam Manoro amameTpa OTHOCSITCS UHTpanapeHxuMarbHble Marble apTepun, apTepuorbi,
Kanunnsipbl, BEHybl ¥ Marble BEHbI, B TO BPEMS Kak COCybl CPEQHErO AraMeTpa BKIHOHAT MarucTpasbHble apTepyn 1 BeHbl, @ 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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Tabnuua 2. 06bearHeHHas paboyas knaccudukauns Backynutos POLBK
Table 2. Applied unified classification of cutaneous vasculitis RSDVC

HA3BAHUE
OCHOBHbIE MATOMOP®0J10r MMECKUE JONOJIHUTENbHBIE
KATErOPUs (wmchp MKB X) NPOSABJIEHNSA HA KOXE
[wichp MKE XI] NPOABJEHUA AWATHOCTUYECKWUE METOAbI
Hecneundunyeckui
I, aopToapTepumt HET —
BackynuTbl (M31.4) [4A441)
COCYA0B KPYMHOTO  [yranTOKNETONHBIN OnpeneneHue B KPOBN ayTOaH-
Anametpa apTepuuT HET — TUTEN K KNeTKam COoCyancToro
(M31.6) [4A44.2] 3HAO0TENNS, (eppUTUHY
PetukynsapHoe nusego, na-
nynbl, y3bl, KPOBOTOYALLNE MopaxeHue apTepnit 1 apTepnon EoncHs Koxi
Y3enKoBbIil A3Bbl, NETEXUN, IPUTEMA, B NOAKOXXHON K/eT4YaTKe, BEHbl HE BbiABNEHUE MHEK M'OHHHX
Il nepuapTepumT ny3bIpn C FeMOpParuyeckinm 3aTparnBatoTCs; BOCNaneHue He 6 heKl
BackynuTbl (M30.0) [4A44.4] COAEPXNUMbIM (BEPXHNE pacnpocTpaHaeTcs Ha afiBEHTULMIO 300EBaNNHK, 0 1aroB
COCyAOB CpefHero 11 HUXKHUE KOHEYHOCTH, apTepuit AP ROBEL DGR
anamerpa MO, wesi)
BonesHb KaBacaku HET .
(M30.3) [4A44.5]
lMopa>keHue Bcex KpOBEHOCHbIX COCYA0B
KOXW Mafioro guameTpa (aptepuonsl,
Kanunnapbl, BEHYMbI), 4aCTO C NEAKOLM-
A. Mukpockonuye- TOKJ1a3nei, He BCTPEYAKTCA OTNOXKeE-
CKMil NONIMAHT T HUS UIMMYHHbIX KOMMIEKCOB. YacTo
(M31.7) [4A44.A0] B NPOLIECC BOCNANEHNsA BOBJIEKAIOTCA
MeTtexun, nansnupyemas NOLKOXHbIE COCY/bI, BKNOYASA apTepun.
nypnypa, MMBeao peTuky- OTCyTCTBYET rpaHyNoMaTo3Hoe Bocna-
NSPHOE, Nanynbl C He- NIEHME B KOXE UKW Jpyrux opraHax
KPO30M, Y31bl, 04aroBble
A. [paHynemaros HEKpO3bl (MHAAPKThI) KOXMK, llopabeHue COCYNI0B KOXM Manoro
C NoNMaHIINTOM A3BEHHO-HEKDOTHHECKHE Anamerpa (apTepuonbl, Kanuanapbl, Buoncus koxu. BoisieneHue
. BEHYbI), HO B CONPOBOXAEHNN rPaHy- B KPOBM ayTOAHTUTEN:
(M31.3) [4A44.A1] MSMEHEHS CIINSNICTON J1IEMATO3HOr0 MHAUbTPaTa anti-PR3 ANCA
060104KI NONOCTM pTa anti-MPO pANC}\
1 HOCa (NpenmMyLLecTBEHHas MepuBackynsipHble 303MHOUNbHbIE
noKanu3aunsa: BepxHue MHUILTPATbI B CO4YETAHNN C NPOSAB-
11 HUDKHUE KOHEYHOCTH, NEHUSMMN BaCKyNMTa — OT HEATPO-
; yae B 061aCTH KPYMHbIX (hunbHOTO NENKOLMTOKNACTUYECKOTO
fﬁfHoszeH;;Egng:gf CyCTaBoB) BapnaHTa (6e3 BbIpaXKeHHOI NenKoLun-
smanrunTom (M30.1) TOKN1a3uun) ¢ 061uIMem 303MHOMUI0B Ao
[4A44.A2] BaCKynMTa apTepuon, Manbix apTepuii
I NV BEH. BHECOCYANCTbIE N3MEHEHNS!
Backynubl B BUE AN DY3HBIX UHTEPCTULMANBHBIX
cocynos manoro WHUNLTPATOB B 1EPME, COEPXKaLLnX
Anamerpa: MHOrOYMCEHHbIE 303NHODUbI)
A — ANCA-ac-
COLMNPOBAHHbBIE B. bonesHb ¢ 06pa-
BACKYNWTbI; 30BaHMEM aHTUTEN
B — WmmyHo- K 6a3anbHol Mem- HET .
KOMMAEKCHbIE 6paHe Kny604KoB
BaCKYNUTbI (M31.0) [MK55 —

ncknoyeHo n3 MKB]

B. Kpuorno6ynuxe-
MUYECKNIA BaCKynnNT
[4A44.90]

MeTexun, nansnupyemas
nypnypa, u3bsa3BieHus
(y4acTkn Koxu, nogseprar-
Lecs BO3eNCTBNIO HU3KOM
TeMneparypbl: KUCTH, CTOMI,
YL, HOC, LeKN, BO3MOX-
Hbl TaKXXe NPOABMIEHNSA Ha
HUKHUX KOHEYHOCTAX)

JleKouMTOKNACTUYECKMIA BACKYUT
NOCTKANUAAPHbIX BEHYN (PeXe Manbix
BEH M apTepuos) C OTNOXKEHNEM [1en03u-
TOB 13 KPUOTNOGYNHOB B MOPAXKEHHbIX

cocynax

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

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

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

TpOMOOMOZYNINHA B NNasme
KpOBM.
BbisiBneHue B KpoBu
ayTOAHTUTEN K KNETKaM Cocyau-
CTOr0 3HJ0TENNA

MeTexun, nanbnupyemas
nypnypa, nanysnbl ¢ HEKPo-
30M, Ny3bIpn C remopparu-
4eCKUM COAEPXNMBIM (HUXK-
HIE KOHEYHOCTN — rOoNeHN
CTOMbI, PeXe — TyNoBULLE

11 BEPXHIE KOHEYHOCTH).
XapakTepHbl CTOVKME BON-

AbIpY C 3yA0M

J1eiKOUMTOKNACTUYCKIUIA BACKYNUT
NOCTKANUNAPHLIX BEHYN (pexe apTe-
pUON 1 MabIX BEH KOXM).

Mpu NpaMoN MMYHODNYOpPEeCLEHLMN
BbiABNAKOTCA IgAT1, 06pasytowne aeno-
3UTbl B CTEHKE KPOBEHOCHbIX COCY0B

T. 97, Ne4, 2021
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HA3BAHUE

OCHOBHbIE MATOMOP®0J10r MMECKUE JONOJIHUTENbHBIE
KATErOPUs (wuchp MKB X) NPOABNEHNA HA KOXE NPOSIBNEHNS MATHOCTUYECKUE METOJIbI
[wuchp MKB XI]
Buoncus koxu. Boissneune
OUOPUHOUIHbIA HEKPO3 CTEHKN NOCTKA- B KPoBW aHTU-C1q aHTuTen. Onpe-
NUNASPHBIX BEHYN C NEPUBACKYNAPHON [JefneHune YPOBHs KOMMOHEHTOB
B. funokomnnemeH- NeNKOLUTOKNA3NeN U OrpaHNYeHHbIM KoMrieMeHTa B KpoBu. G Lienbio
TeMMHeFKMM ypTu- ngoibhpmméelegeégﬂhﬁfpz 0TEKOM COCOKOBOTO COA fIEPMbI. BbISIBNIEHMS TPOMOOPUANN — aHa-
KapHbIit BACKYIUT oo o Goﬁee 24 43C0B Mpu npamMoi UMMyHOIyopecLeHLn  nu3 nonumopduama B reHax F2, F5,
(M31.8) [4A44.91]  CYUHECTBY B COCY/ANCTON CTEHKE BLIRBAAIOTCA F7, F13, FGB, PAI-1, ITGA2, ITGB3
[1eno3nTbl KOMNOHEHTOB KOMMNNEMEHTA  (PUCK pas3BUTUsS TPOMBOUANY) 1
1 UIMMYHOTJI06YNNHOB MTHFR, MTRR, MTR (HapyLueHus
MeTabonuama gponaros)
AkHehopMHbIe PoNnKynsp-
”:;Leb:]eyﬁ;m;'(’)_“:ﬁ?;;: 3KHybI e MopaxkeHue cocy0B Manoro AuameTpa
BICHINaHNS, y37bl, pO3UN C OTEKOM 3HLO0TeNuns 1 NeNKOLNTOKNA-
RFTY (Ber’HI/Ie T ’HI/I)KHI/Ie, 311eil, MHOra Backynut ¢ omobpuHo- Buoncua koxu. MonoxuTenbHbli
BT BT KOHEUHOCTH, reHUTaNI) WAHBIM HEKPO30M. TPOMO03 KPYMHbIX TECT naTepruiu.
v ’ ’ ’ COCY[,0B pPa3BNBAETCA NPYN BACKYNMTe BbifiBneHue B KpoBM

(M35.2) [4A62] BO3MOXHbI TPOMO03bI M0-
BEPXHOCTHbIX 1 Fy60KNX BEH
HKHUX KOHEYHOCTEN, 3p0o3unn
1 513Bbl Pa3NNYHbIX Pa3MEPOB,
605163HEHHbIE HA CIN3UCTON

060J104Ke NON0CTH pTa

BackynuT ¢ Bapu-
abenbHbIM Mopaxe-
HUEeM COCYf0B

vasa vasorum. [MCToNorn4eckoe ucce-

[l0BaHWe y3/10B B TUNOAEPME BbISBASAET

NENKOLNUTOKNACTNYECKUIA CeNTanbHbINA
BaCKynuUT ¢ 06uUnem rucTnoLnToB

aAyTOAHTUTEN K KJleTKam cocyamn-
CTOro aHpoTenusa

CuHppom KoraHa
(H16.3) AEY

lMopaxkeHne cocyf0B Maoro AnameTpa,
Hanbornee 4acTo — NOCTKANUAAAPHbBIX
BEHYJ1, HO HEPeLKO B BOCNANUTENbHbIN
npoLecc BOBNEKAKTCA 60Mee KpynHble
cocygbl. [ucTonornyeckas KapTmHa
00bI4HO COOTBETCTBYET JIENKOLUTOKIIA-
CTUYECKOMY BACKYNUTY.

Buoncus koxu.
BbisiBNeHue B KpoBy
AHTUHYKIEAPHbIX aHTUTEN

BonyaHo4HbIi
BACKyNUT
(L93.2) [4A40.0Y]

CneKTp N3MeHeHNit — BapuaHTbl 0T
NeNnKoLMTOKNACTMYECKOr0 BacKynmTa
NOCTKANUANAPHLIX BEHYN C Aeno3nTamm
V. IgM/I1gG, pexe — IgA, no BackynuTa Buoncns koxn.

MoNoXnTENbHbINA

BacKy b, [TeTexun, peTukynsapHoe
nNBeJOo, nanynbl ¢ HEKPO3OM
(BEPXHNE 1 HUKHME KOHEY-

accounmpoBaHHble

C CUCTEMHbIMNK

PeBMaTONAHbII
BaCKynuT
(M05.2) [4A44Y]

apTepuit NOAKOXKHOI KneTHaTkm (ru-
CTOOMNYeCKan KapTuHa NaHHNKYNNTA).
Horaa HabntofaeTca Bocnanexne

peBMaTomngHbIN akTop,
aHTUTENa K LMKINYecKomy

HOCTH, TynoBuLLe, T1LO) MbILLEYHbIX apTePUiA. XapaKTepHbIM
NpU3HAKOM SBASETCS 4acToe hOpMN-
pOBaHue B 1epMe HEKPOBUOTUYECKIX

nanucagoobpasHbIX rpaHynem.

3a6051eBaHNAMM UATPYNNUHNPOBAHHOMY nenTuay

I3MeHeHns npeCcTaBneHbl NaTOMOp-
honornieckumM BapuaHToM JeiikoLmnTo-
KIacTUYECKOro Unu (pexe) — rpaHyno-

MaTO3HOro Backynura

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

Backynut npu
APYTNX CUCTEMHbIX —
3a6onesanusx (L95)

JlekapCTBEHHO-UH-
LYLUNPOBAHHbII
MMMYHOKOMIEKC-
HbI BACKYNT,
(L95) [4A85.030]

JleKapCTBEHHO-UH-
AYLNPOBAHHbIN
ANCA-accoumnpo-
VI. BaHHbIl BACKYNUT
Backynutbl ¢ (L95) [4A85.03Y]

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

N HUXKHUE KOHEYHOCTH,
TynoBuLLe)

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

J1eAKOUMTOKNACTUYECKNIA BACKYINT
COCY/I0B Masioro kanuépa

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

MeTexuu, nansnupyemas
nypnypa, BOMAbIPK, nanyJibl
C HEKPO30M, 3Bl (BEPXHUE
11 HWXHUE KOHEYHOCTH, TYNO-

BUILLG, NULLO, MONOCTb PTa)

J1eNKOLMTOKNACTMYECKNIA BACKYANT
COCY[I0B Manoro kanuépa

YCTAHOBJIEHHOM P =
(BEPOATHOM) 3TMO- ) MeTexuu, peTuKynApHOe NOPUHONAHbIN HEKPO3 CTEHOK .

nornen CenTuyeckuit TIMBEAO (BEPXHNE 1 HIKHUIE cOCY[0B, M.6. NeiiKoLNTOKIa3us, Broncus koxu. MonoXxuTenbHbli
BACKyNUT TPOMOWUPOBAHHbIE COCYAbI, 0TEK 1epPMbl,  TECT Ha NPOKANbLNTOHWH 1 Ap.

KOHEYHOCTH, TyNnoBuLLe,

(L95) [4A44.Y] o)

9KCTpaBa3aTbl APUTPOLIMTOB, MYCTYNM-
3auns anunaepmunca

MapKepbl cencuca

Backynur, acco-
LIMMPOBAHHbIN CO
3/10Ka4eCTBEHHbLIMM
HOB0O0OPA30BaHNAMN
(L95) [4A44Y]

[MeTexun, nanbnupyemas
nypnypa, BOAAbIPK, Nanyssl
C HEKPO30M, 3Bbl (Halle
HUKHIE KOHEYHOCTN)

Buoncus koxu. 06¢cnegosaHne
Ha 3710Ka4eCTBEHHbIE ONYX0NN
(Yawe n3 NMMQONIHON TKaHN)

B BecTHuk gepmaTtonorum n seHeponoruun. 2021;97(4):00-00
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HA3BAHUE

OCHOBHbIE MATOMOP®0J10r MMECKUE OONOJIHNTEJIbHBIE
KATErOPUs (wmchp MKB X) NPOSABNEHNSA HA KOXE NPOSBNEHNS VATHOCTUYECKVE METO/Ib
[wuchp MKB XI]
MeTexuun, nansnupyemas J1eiKOUMTOKNACTUYCKIUIA BACKYNUT
nypnypa, nanysbl ¢ HeKpo- NOCTKANUNAPHLIX BEHYN (pexe apTe-
30M, My3bIpn C remMopparu- pUON 1 MasbIX BEH KOXN).
I?%/égg) ?jgﬁ”;f Y4ECKUM COAEPXMMbIM (HUX-  [pn npsmoil MMMYHOYyopecLeHLun Buoncus koxu
' ' HUE KOHEYHOCTU — rOJIeHHN, BbigBAAlTCsA IgM 1 1gG, o6pasytowme
CTOMbI, peXe — TyNoBuLLe [eno3nTbl B CTEHKE KPOBEHOCHbIX
11 BEPXHIE KOHEYHOCTH) COCY[0B
J06ynApHbLIA NAHHUKYUT C BACKYNUTOM
HonynspHbiit cocyfoB runofepmbl. Matomopdo- T
(y3nosartblit) y NOrNYeCKNe N3MEHEHUS KOXN MOryT )
301bl, A3BbI (Crn6aTeNbHble o BbifBneHne MHEKLNOHHbIX
Backynut (A18.4) noaepxnoém roneHei) BKJ1H04aTb KOArynsLUMOHHbIA 1 Ka3eo3- 3a60neBaHMil g)qarli)a XDOH
[EF40.2Y nnu Hblil HEKPO3, @ TaKXXe HENTPOUIIbHbIE, MHq)éK o '
4A44.3] rpaHyneMaTo3Hble unn numdoumTap- u
Hble UHUNLTPATBI.
Ha paHHNX cTagnsax passuBaeTcs
Vi BbIP2)XXEHHbIN 0TEK COCOYKOBOW LepMbl,
OpraHocnéuMqJM— Manynbl, 6NALIKK, y31bl, CMELLaHHbIe NepuBacKyNApPHbIE UHPUb-

JpuTema Bo3BblILlIA-
fowancs ctonkas
(L95.1) [4A44.3]

A3Bbl (pasrnbartenbHble

NOBEPXHOCTU BEPXHUX

1 HUXKHUX KOHEYHOCTEN,
4acTo B MPOEKL MU CYCTaBOB)

Yeckune BacKynu-
Tbl — BaCKy/MTbl
O[HOTO OpraHa

TpaThbl, 0TNOXEHNS (hMOPUHA B CTEHKAX
COCYAOB, neiikoumMToKnasus. Mo3xe s
nepuBackynApHbIX NHGMAbTPaTaX yBe-
JNIN4YNBAETCHA KOSIM4EeCTBO TMCTUOLNTOB,
0TMeyaeTcs nponudepaLns BepeTeHo-
00pa3HbIX KNeToK, passusaetcs uoépos

buoncus kKoxu

Tmneprammarno6y-
JINHEMUYECKUIA NAT-
HUCTbIN BACKyUT
(C88.0) [4B22]

lMeTexun (BEpXHWUE U HUXKHUE
KOHEYHOCTI — FONeH N,
CTOMbI)

MopaxalTcs CoCyabl KOXN Manoro
Anamertpa. Ha ux cteHkax o6HapyxmBa-
I0TCA OTNOXEHNS UMMYHOTNIO6YNIMHOB

Buoncns koxn

HopmokomnnemeH-

TEMUYECKMNA ypTU-

KapHbIA BACKYNUT,
(L95) [EF40.10]

Bonabipu, netexuu,
PeTUKYNsApHOE NNBe.O.
Bonabipu cywectsyoT

6onee 24 4acos

®nOPUHOMAHBIA HEKPO3 CTEHKN NOCTKA-
MUNAAPHBIX BEHYN C MePUBACKYIAPHON
NEeNKOLUTOKNA3NEN U OTPAHNYEHHbIM
0TEKOM COCO4YKOBOTO CN0A fAePMbl.
Mpn NpamMoi MMYHODAYOpPeCLEHLMN
B COCYANCTON CTEHKE BbIABMANTCA
[eno3nTbl KOMNOHEHTOB KOMMEMEHTA
1 UMMYHOT106YNMHOB

Buoncua koxu.
OtcyTcTtBue B kposu aHTN-C1q
AHTUTEN U CHIKEHNS YPOBHS
KOMMOHEHTOB KOMMNNeMeHTa
B KPOBM

AJNITOPUTM OWATHOCTWKIW BACKYJTUTOB KOXI

|. BbIABNEHWE KMUHNYECKINX MP3HAKOB BACKYITUTA KOXIA:

— remopparuyeckne naTHa (nypnypa)
— nnBEA0

— Ny3bIpK C remopparn4eckum coaep>XXxnumbim

— CTOWKIe BONAbIpK (>24 4acos)
— nany”nbl Wunu y3ibl ¢ HeKPO3OM

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

Y

Het

II. ANATHOCTWU4ECKAS BIOMCNA KOXIA:
— Hanu4ue Npu3HaKoB Backynuta

v

MpogomkeHue
LVarHOCTMYECKOro Noucka [
B pamKax pyrux

YcTaHaBnuBaeTcs npeaapuTenbHbii auarHo3 «BACKYITUT KOXKW» ]

BO3MOXHbIX 3200/1€BaHMI

— anti-PR3 ANCA
— anti-MPO pANCA

[Il. BbIABITEHWE B KPOBW AHLIA: J

Ja

Het

ANCA-accounmnpoBaHHble BaCKYNUTbI COCYL0B Manoro gnamerpa:
— MUKPOCKOMMYECKNIA MOANAHTUUT
— rpaHynemaro3 ¢ NoNNaHruMToM
— 303MHOUNbHBIIA rPaHyNemMaTos ¢ NosMaHrMUToM
BackynuTbl ¢ ycTaHOBNEHHOW (BEPOATHOI) 3TUONOrNEN:
— NeKapCTBeHHO-MHAYLMPOoBaHHbIA ANCA-accoLMnpoBaHHbIA BaCKynuT

— BACKYNNUTbI UMMYHHBIX KOMN/IEKCOB

V. ANATHOCTKA UMMYHOKOMITTEKCHBIX 1 [IPYI X BACKYIINTOB

— BAaCKYNMTbI C BapuabenbHbIM NOPaXXEeHNEM COCYL0B

— BaCKYMNUTbI, aCCOLMNPOBAHHbIE C CUCTEMHBIMM 3260/1EBAHNAMN
— BACKYNMTbI C YCTAHOBMEHHOI (BEPOATHO) 3TUONOr1en

— opraHocneLmu4eckne BaCKynnTbl — BaCKyNNTbI OAHOTO OpraHa

Puc. 1. AnropuTm narHoCTuKI BAaCKYIUTOB KOXN
Fig. 1. Algorithm for the diagnosis of cutaneous vasculitis

T. 97, Ne4, 2021
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IV. ANATHOCTNKA UMMYHOKOMMTEKCHbBIX U AIPYTIIX BACKYNNTOB

BackynuTbl UMMYHHbBIX KOMIJIEKCOB
BackynuTbl ¢ BapuabesibHbIM NOPXKEHNEM COCY0B
BackynuTbl, aCCOLMNPOBAHHbIE C CUCTEMHBIMI 3260/1€BaHNAMN
Backynutbl ¢ yCTaHOBNEHHOI (BEPOSTHON) 3TMOMOrMeN
OpraHocneunuyeckune BacKynmTbl — BaCKYNUTbI OGHOTO OpraHa

BbisiBNEHIE B KDOBM MapKepoB
BMPYCHOTO renatura B

BbisiBnieHWe peBMaToMAHOro hakTopa, ALlLlI'I)

¥ o

Backynut, accoummpoBaHHbIil
C BUPYCHbIM renatutom B

Hannuue B KpOBM KpUOrNo6YIMHOB
[1'w Il Tuna

i

PeBmaTomaHbIit BaCKynuT )

I -

Kpnorno6ynuHemMuyeckuin Backynut )

(Hanwme aHTUHYKNeapHbIX aHTUTEN B KpOBVI)

Ve

Vo

( BonyaHouHbIi BacKynuT

J1ekapCTBEHHO-MHAYLMPOBAHHbI
MMMYHOKOMMN/EKCHbIA BaCKynuT

NEKapCTBEHHOTO npenapara (

BbisiBNEHME B KDOBU MapKepoB
BUPYCHOrO renatuta G

Hanuyue 3110Kka4ecTBEHHbIX ONYX0Neil

( Hanuyue cBA3u ¢ npuemom

] -

06pasytoLLme Aeno3nThl B CTEHKE
KPOBEHOCHbIX COCYf0B

{ o

BackynuT, accoLmmpoBaHHblit
CO 3/10Ka4YeCTBEHHbIMM HOBOOGPA30BaHNSMN

aACCOLNMPOBAHHbIIA C BUPYCHBIM

Kpuorno6ynnHemMmnyecknii BaCKynuT,
renatutom C (

i

IgA-Backynut

Mpu npsamon PU® suisenstoTes IgAT, J

BoisiBnieHune B kpoBu aHTU-G1q aHTuTen,

CHVKEHNE KOMMOHEHTOB KOMM/IeMeHTa.

[Tpn npsamon PU® B cocyancTomn cTeHke
[1eno3nTbl KOMMOHEHTOB KOMNIEMEHTa 1 Ig

V=

TUMNOKOMNNIEMEHTEMUYECKMIA YPTUKAPHBIN BaCKyJ'IVIT)

Puc. 2. Anroputv AnarHocTKM BackynTOB KOXI (MPOJQMKEHNE)
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-
[a B MOHMMaHWUU NPo6IieMbl COCYAUCTbIX NMOPaXKEHUI 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-

COCY/I0B rMMNOAEPMbI

V=

HopynspHblii (y3noBatblii) BacKyauT

Mo AaHHBIM MUCTONOMNYECKOr0 UCCefoBaHus
N06YNAPHBIA NAHHUKYSNT C BACKYTUTOM

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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