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BaCKyAHTH KOZKH: KAACCU(PUKAIIHUA, AMATHOCTHKA
u AudppepeHIInaAbHAs AHATHOCTHKA (9aCTh 2)

XanpytaunHos B. P.*, benoycosa V1. 3., Camuos A. B.

®IrbBOY BO «BoeHHO-memnumHCKas akagemus un. C. M. Knposa» MuHucTepcTBa 060poHbl Poccuiickoit Geaepaviim
194044, Pocc, r. CaHkT-Tetepbypr, yn. Akanemuka Jlebeaesa, 4. 6

[aHHasa cTaTbs ABMSETCA NPOAOIKEHNEM 0630pa NMTepaTyphbl, MOCBALLEHHOrO BacKynutam Koxu. B nep-
BOW YacTu 6bIv NpeacTaBfeHbl CBEAEHNS O COBPEMEHHOW HOMEHKIATYpe MU pacnpoCTpaHEHHOCTH Ba-
CKYNUTOB, OTpaXKeHbl NaTOMOPAONIOrMYECKNE UBMEHEHNS B KOXKE, a TaKXe OUarHoCTUYecKue anroputMbl
ob6cnepoBaHns 60MbHbIX C 3TOW NaTonoruen.

BTopas 4yacTb cTatbm cooepXuT NOApPoBbHOE ONMUCaAHNE 3IEMEHTOB KOXHOW ChINW NPU CUCTEMHBIX 1 opra-
HocneumnduryecKux BacKynmrtax, NpeacTaBiieHbl KIMHUYeCcKMe NposBneHus, Habnogaemeie nNpy nopaxe-
HUW OPYrMx OpraHoB M CUCTEM, Pa3BUTUM BO3MOXXHbIX OCITOXKHEHUIA.

O606LeHbl faHHbIe O COBPEMEHHOWM TaKTUKE NeYeHUs!, OTpaXKeHbl COBPEMEHHbIE NOAX0Ab! C MUCMONb30Ba-
HMEM NaTOreHeTUYEeCKON N CUMMTOMATUYECKOM Tepanumn 60MbHbLIX Pa3fMyHbIMK BaCKYIUTaMMm.

Knto4eBble cnosa: BacCKy/UTbl KOXMW, NENKOLMTOKNAaCTU4ECKUI BAaCKYNUT, fie4eHne BacKynmToB, 6onesHu LenneHa —
FeHoXxa, apuTema BO3BbILLAIOLLASACA CTOWKAs, yPTUKapPHbIA BacKynuT, 6one3Hb bexyera.

KOHMNNKT MHTEPECOB: aBTOpbI 3asBNAOT 06 OTCYTCTBUM NOTEHLMANBHOTO KOHMPNKTA MHTEPECOB, TPeByioLLEero
pacKpbITUsi B A@HHON CTaTbe.

[na untuposaHus: XanpytamHos B.P., Benoycosa M. 3., Camuos A. B. BackynuTbl KOXu: Knaccudgukaums,
OvarHocTtuka n guddepeHumanbHas gnarHoctuka (4actb 2). BecTHuk gepmatonorum n seHeponorun. 2020; 97 (2):
14—23. https://doi.org/10.25208/vdv1118
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This article is a continuation of the literature review on skin vasculitis. In the first part, information was
presented on the current nomenclature and prevalence of vasculitis, pathomorphological changes in the
skin, as well as diagnostic algorithms for examining patients with this pathology are reflected.

The second part of the article contains a detailed description of the elements of the skin rash with systemic
and organ-specific vasculitis, presents the clinical manifestations observed with damage to other organs
and systems, the development of possible complications.

The data on modern treatment tactics are summarized, modern approaches using pathogenetic and
symptomatic therapy of patients with various vasculitis are reflected.
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KnuHnyeckas KapTHUHa

.I‘Ipm MUraHTOK/IETOYHOM apTepuMTe COCYAbl KOXMN
He rnopaxatoTcs. I3aMeHeHUs KOXN U CIIN3UCTbIX 060104eK
Ha6OAa0TCA PeaKo, OHW MOSABASOTCA NPU OKKITHO3UKU KpO-
BOCHabXaroLLUMX UX BHEKOXHbIX apTepuin. [pn aptepumte
A3bIYHOM apTepun pasBMBaETCA HEKPO3 CIIN3UCTOM 060M04-
KM f13blKa, NOSIBNSAIOTCA A3Bbl HA ero noBepxHocTU. KpaiHe
penko npu rMraHToOKETOYHOM apTepunTe B BOCMaNUTENb-
HbIA MPOLECC BOBMEKAOTCA MeSIKMe cocydbl MOAKOXHOW
KNeT4yaTku 1 NOACNM3NCTOro cnos (cm. Taon.) [1, 2].

KnuHu4yeckas KapTuHa MNOPaXKeHUs KOXW npwu y3es-
KOBOM riepyapTepymte XapakTepuayeTcs nosiBfieHUeM
Ha BEPXHUX U HUXXHUX KOHEYHOCTAX 6ONEe3HEeHHbIX Y350B,
PETUKYNAPHOro NMBEAO W NY6OKMX KPOBOTOYALLMX 3B
(puc. 1). Pexe BcTpevalTcA remMopparvyeckue nsTHa
(netexun), aputema, Ny3bipu C reMopparmyecknm copep-
XumbIM. [pu KOXHOM hopMe y3enKoBOro nepuaprepumra
06bI4YHO Hab6NOAETCA XPOHNYECKOE peunansmpyoLLiee Te-
YeHne 3aboneBaHuns, 6ornee 6rnaronpUATHOE, YeM Mpu cu-
cteMHoM npouecce. Cryyan pasBuTUa CUCTEMHOIO Backy-
nmTa Ha (poHe KOXHOW (hopMbl Y3EMKOBOro nepuapTepmumTta
KparHe pegku. MHorme aBTOpbl UCKMOYAKOT Takylo BO3-
MOXHOCTb [1]. CuUCTEMHbIA Y3€NKOBbLIA MepuapTepunt
MaHUgecTUpyeT NUXOpanKon, pe3kMM CHUXEHUEM Beca,
nosisneHnemM 6osnen B MbllLUax n cyctasax. Haébniogatotca
NMOpaXeHNsi Opyrux OpraHoB: MOYEK (apTepunTbl U aHeB-
PU3MbI NOYEYHbIX COCYAOB, KNy60o4KoBas uemMus, HO 6e3
rnomepynoHedpuTa), MO4YEBOA CMHOPOM C MPOTEUNHYPU-
e’ U rematypuen, aptepuanbHas runepteHaus, 6bICTPO
nporpeccupyroLlas no4vyeyHas HeAOCTaTOYHOCTb; Xeny-
[OYHO-KULLIEYHbIE HapyLleHUs (Me3eHTepuanbHbIi apTe-
punT) — 60NN B XMBOTE, HAMOMUHAIOLLMNE KITMHUYECKYIO
KapTWUHY anneHauumuTa, NnaHkpeaTuta, neputonuTa [3, 4].

Mpu BackynuTax ¢ rpaHynomato3oM (rpaHysioMarTo3
C rOSINAHMMUTOM N 303UHOUIIbHBIV FPaHyI0MarTo3 C ro-
JIMaHrMMTOM) He Bcerga HabmiofalTCa CUCTEMHbIE MPO-
ABNEHUSA (A3BEHHO-HEKPOTUYECKNE UBMEHEHMNSA CIN3NCTON
060J104KM PECMMPATOPHOrO TpakTa, rnomMepysrioHedpuT).
MopaxeHue KOXW Npwu rpaHysioMaro3e ¢ noanaHrmmTom
HabnogaeTca 6onee 4YeMm y MOMoOBUHbI 60fbHbIX. BbIChI-
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naHua rnpepcTasfieHbl NeTexMamMn 1 nansnupyemon nyp-
nypori. OnucaHbl cnyvyau W30fMPOBAHHOMO MOPaXeHus
KOXUW. B TO Xe Bpems pasBuMTUE CUCTEMHOro BacKynura
BO3MOXHO B Te4eHne 10 neTt nocne gebiota 3abonieBaHus
Ha Koxe [5, 6].

KpuiornobynmHeMmn4eckuvi BaCKy/IMT MOXET npoTekaTb
B BWOE CUCTEMHOIO M OrpaHUYEHHOro KOXen nopaxxeHus
cocynoB. Kpnorno6ynmHeMn4eCcKnin BaCKynuT 4acto acco-
LuMmMpoBaH ¢ BMpYCHbIMK renatutamu B, C, rematonorunye-
CKMMM N ayTOMMMYHHbIMU 3a6oneBaHusMu. KnnHuyeckne
NposiBreHns NpeacTaseHbl «BOCnanuTesibHoM» nansnmpy-
€MOW Nyprypon, KoTopasi pa3BMBaETCS Ha y4acTKax KOXMU,
NOABEPriUMXC BO3QEWCTBMIO HU3KOW Temnepatypbl (Ku-
CTK, CTOMbI, YLLK, HOC, LekK) (puc. 2) [7, 8].

Ona IgA-sackynuta (6one3nu LlleHneviHa — [eHoxa)
XapakKTepHO MopaXKeHNe KOXM HUXXHUX KOHEYHOCTEN, rpe-
MMyLLIeCTBEHHO rofnieHen n cton. [1o 30% 60MbHbIX UMEIOT
BbICbINaHUS HA KOXe TYSOBULLA N BEPXHUX KOHEYHOCTEN.
Y 1/3 nauveHToB pas3BUTUIO BacKynuTa npegliecTsyeT
WMHOEKUMS BEPXHUX AbIXaTenbHbiX nyTen. 3abonesaHvie
MMeEeT OCTPOe Ha4vano, BbIChINaHUA NOSBAAIOTCA B TeHeHue
HECKOMNbKMX AHEN U 4acTO CaMOCTOATENbHO paspeLuaroTcs
Yyepes 2—3 Hepenu. NepBUYHLIM MOpPONOrnyeckum ane-
MEHTOM KOXHOW CbINW IBASIETCA remMopparnyeckoe nAaTHO
OKpYyron opMbl, HeGOMbLUMX pa3mepoB (2—5 MMm) —
netexus (puc. 3). Npu BOBNEYeHNM B BocnaneHve 6onee
KPYMNHbLIX COCYLOB 3/1EMEHTbI BO3BbLILLAKOTCA Haf YPOBHEM
KOXW W NanenupyloTcs — nansnupyemMas nypnypa, mMoryT
MMeTb ceTyaTyto dhopmy (peTukynsapHas nypnypa). Hepegn-
KO B LIeHTpe remMopparmy4eckux naTeH hopmMupyroTcs odvaru
HeKpo3a — HeKpoTuyeckas nypnypa, u nysbipu ¢ remop-
parnyeckum cogepxumbim (puc. 4, 5). MNpu 6ynnesHom
N HEKpOoTU4eCcKoM BapuaHTe IgA-Backynuta pesynsrarhbl
NPsAMON peakunm UMMYyHOITyopecueHUMn MoryT 6biTb
oTpuuaTensHble. [locne paspelueHns remopparny4eckux
NATEH B TeYEeHNE HECKOSIbKUX Heferb COXPaHsAeTCsl Kopuy-
HEeBOE OKpaLLMBaHMe KOXW B CBSI3N C OTNIOXEHNAMU FreMOCU-
nepuHa. bonesHb LLleHnenHa — MeHoxa MOXeT npoTekaTb
C NPenMyLLIeCTBEHHbIM MOPaXXeHWEM KOXHW, 6€3 CUMNTOMOB
CUCTEMHOIO BaCKynuTa (HET KIIMHWYECKUX MPOSIBEHWNI

Puc. 1. Y3enKoBbIi neprapTepumT: NeTexiu, NMBeao, KDOBOTOYALLAs S3Ba
Fig. 1. Periarteritis nodosa: petechial hemorrhage, livedo reticularis, bleeding ulcer

Ne2, 2020

Puc. 2. Kpnorno6ynuHemMnyeckinin BacKyT: MHOXXECTBEHHbIE NETEXMIA
Fig. 2. Cryoglobulinemic vasculitis: multiple petechial hemorrhage
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Tabnuua. KnuHinyeckme nposiBNEHINs BACKYNNTOB KOXNA
Table. Clinical manifestations of skin vasculitis
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CoBpeMeHHOe
Ha3BaHue

Jlokanusaums

JIEMEHTbI CbINKn ,
9 BbICbINAHUN

[pyrue Ha3BaHus

JlononHUTeNbHbIE
KpuTepum

BackynuTbl COCYA0B KPYNHOro AUameTpa

[MraHTOKNETOYHbIIA

TemnopanbHblit apTepuuT,

& Haru Hek W A3Bbl H
KpaHWanbHbIN aPTEPUNT, L EKposa 3 a

[onoctb pTa

B KpoBu BbISBNATCS
ayTOAHTUTENa K KeTkam

apTepunT CnM3ncToNn 060M04Ke A3bIKa COCYANCTOr0 3HA0TENNS,
Hb XOPTOH
60ne3Hb XOpTOHA theppUTHHY
Backynutbl COCY0B CPEHEro auameTpa
) V3eﬂKOBb[M naHapTepuuT, PeTukynspHoe nueefo, nanysnol, BepXHH 1 HIDKHME
Y3enKoBblil Y3/10BaTblii NOANAPTEPUMT, y3/1bl, KPOBOTOYALLME A3BbI, KOHE4HOCTH, NIALLD .
nepuapTepunT CUCTEMHbIA HEKPOTU3NPYIOLL NI neTexun, apuTema, ny3bipu ¢ wes ’ ’
BacKynut remopparnyeckum coaepXxumMbim
BackynuTbl COCY0B Manoro guameTpa:
|. ANCA-accoumnmpoBaHHbIE BAaCKYUTbI
MuKkpockonu4eckuit o MeTtexun
pocKoniec MuKpocKonuyeckuin nonnapTepumut erexun,
NoANAHINNT nanbnupyemas nypnypa,
MpaHynoMaros BoreaHs BereHepa, HeKpOTHYECKMii nanynbl ¢ HEKPO30M, Y31ibl, BepXxHue n HuxHNne B KpoBu BbIABNAOTCA

C noNnMaHrnnTom

04aroBble HEKPO3bl (MH(APKTHI)
KOXU,

KOHEYHOCTW, Yallle

HEMHEKLNOHHbIN TpaHynemaTos
tbeky pany. B 06M1acTN KPYMHbIX

J03UHOUNbHBIN
rpaHynomaros
C NONIMAHTUUTOM

13BEHHO-HEKPOTNYeCcKMe
N3MEHEHUS CN3NCTON 060M104KN
MonoCTI PTa 1 Hoca

CyCTaBoB
bonesHb Yapra— Ctpocca

ayToaHTuUTena:
anti-PR3 ANCA,
anti-MPO pANCA

Il. UMMyHOKOMNJIEKCHBIE BACKYNUTbI

Kpuornobynunemuye-
CKUI BaCKynuT

Y4acTKu Koxu,
noABeprawlLnecs
BO3AENCTBUIO HIUZKOIA
TemMmnepaTtypbl: KNCTH,
CTOMbI, YLLK, HOC,
Lexn

MeTexun,
nanbnupyemas nypnypa

B KpoBw BbIABNAKOTCA
Kpuorno6ynunsl Il v lll Tuna

IgA-Backynut

lemopparundyeckunit Backynmt
(6onesHb LLiennerHa — leHoxa),
remMopparu4eckuit
NeKoKNacTU4eckuin Mukpoous
Muwepa — LLTopka,
annepruyeckuil apTepruonuT,
nanyno-HekpoTUYeCKuin fepmatnt
BepTepa — [tomnuHra,
TPEXCUMNTOMHAsA 60/1e3Hb
ly>xepo — [oneppa u gp.

MeTexun,
nanbnupyemas nypnypa,
nanynbl ¢ HEKPO30M,
My3bIpn C reMOpparnyecknm
COAEePXUMbIM

HuXH1e KOHEYHOCTH
(roneHu n cTonbl),
pexe — TYNOBNLLE U
BEPXHIE KOHEYHOCTH

[eno3nTbl IgA1 B CTeHKe
KPOBEHOCHbIX COCY0B
KOXW.

B KpOBU MOryT BbISBAATHCS
ayTOaHTUTeNa K KneTkam
COCYANCTOr0 3HA0TENNS

[MnokomnnemeHTeMm-
YeCKUN ypTUKAPHBbIN
BACKynuT

Bonpablpu, netexuu, ceTyar
AnTu-C1q Backynnt ONALIPY, NETEXVM, CETHATO’ —
nneeao

B KpOBU BbIABAAITCA aHTH-
C1q aHtuTena.
Bongbipu cywiecTsyoT
6onee 24 4acos

BackynuT ¢ Bapua6enbHbIM NOpPaXeHUEeM COCY/A0B

bonesHb bexyeta

AKHeDopMHbIe hONNNKYNAPHbIE
MycTyNbl, HEDONNUKYNAPHbIE
nanyno-nycTynesHble KOHEYHOCTH,
BbICbINAHUS, Y3Nbl, A3BbI, reHuTanuu, nonocTb
3p03NN 1 A3BbI HA CAN3UCTON pTa
0060/104Ke NONOCTN pTa

BepxHue n HuxHne
bonblon adpTo3 Typena,
6one3Hb Anamantnagm — bexyera

[TonoXnTenbHbIA TECT
nateprun.
B KpoBM MOTYT BbISBNATLCA
ayTOaHTUTENA K KNETKam
COCyAMCTOro anpoTenna

BackynuTbl, acCOUMMPOBaHHbIE C CUCTEMHBIMU 3a60NeBaHUAMMU

Bon4aHouHbI
BaCKynuT

PeBmaTonaHbIn

B KpoBu BbIfBNAKTCA
AHTUHYKIIeapHble aHTUTeNa

B KpoBw BbIABNAOTCA
NONOXMTENbHbIN
peBMaTouHbIn hakTop,

BaCKynNT BepxHue W HikHue  AHTUTENA K LMKIUYeCcKomy
MeTexuu, peTUKYNAPHOE N1BEAO, KOHEHHOCTH, LATPYNANHADPOBAHHOMY
nanynbl ¢ HEKPO30OM TYNOBALLE, MO nenTuay
Backynut npu . .
capkoupaose
Backynut npu apyrux
CUCTEMHbIX — —
3a60/1eBaHNAX
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OKOH4YaHue TabsnLbl

CoBpemeHHoOe Jlokanusauus [lononHuTeNbHbIE
Ha3BaHue AL BB IEEL DL BbICbINAHNIA Kputepun
BackynuTbl ¢ ycTaHOBNEHHOM (BEPOATHOM) aTUONOTMEN
4aCTKM KOXN
Kpuornobynnnemu- Yuac X
» nofBeprawLynecs B kpoBu BbIfBNAIOTCA
YeCKMil BACKYNuT, Metexuu, . .
= BO3/eNCTBUIO HU3KON Kpuorno6ynunbl Il v lll
aCCOLMNPOBAHHDI — nansnupyemas nypnypa, .
C BUDYCHbIM BONbIDH Temnepartypbl: KNCTW,  TUMa, MapKepbl BUPYCHOrO
renaTiTom G CTOMbI, YUK, HOC, renatuta C
Lekn
B KpoBM BLIABNSAOTCA
Backynut Metexun MapKepbl BUPYCHOTO
S ' BepxHue n HUKHN
aCCOLMMPOBAHHBIN o nanbnupyemas nypnypa, epKOHeeHHOCTM & renatnta B. B 35—42%
C BUPYCHbIM PeTUKYNAPHOE NNBEAO, Nanysbl ’ BcTpeyaeTcs HBV-

renatutom B

TYNoBULLE B
C HEKPO3OM, Y3bl, BOSAbIPKU acCOLNNPOBaHHbIiA

Y3eNIKOBbIi NepuapTepunT

JlekapCTBEHHO-
WHAYLWPOBAHHbI

CBAA3b C MpuemMom
NeKapCcTBEHHOro npenapara

MeTexun,

BepxHue n HUXHNe
nanbnupyemas nypnypa,

MMMYHOKOMMIEKCHbIN - BOJIZbIPK, NaNysbl C HEKPO3OM, KOHEHHOCTH, (cTaTUHbI, UHTMOUTOPBI
TynoBULLE
BACKYNUT A3BbI ®HOw)
CBA3b C MPMEMOM
NeKapcTBEHHOro
npenapara (MUHOLUNKANH
INexapcTBenHO- Meexuu, BepxHue u HukHue pKOKgMH JgeBaMLmlwn ’
NHAYLMPOBAHHbI - nanbnupyemas nypnypa, KOHE4HOCTH, HDOMUATIO a|_||/|J'|‘
AHLA-accouumnpoBax- BONZALIPYU, NaNysbl C HEKPO3OM, TYNOBULLE, NLLO, Kapémpmason plZ‘Il')yKCMI\}Iaﬁ)
Hbli BACKYNNT A3Bbl nonocTb pT ’ '
acky. 3 0nocTb p1a B KpOBY BbISIBASIOTCS
ANCA, 4acTo aHTuTENA K
thochonunupam
MeTexum BepxHue n HmxHne [TonoXnTenbHbI TECT HA
NTUYECKUIA BACKYNNT — ’ KOHEYHOCTH NPOKaNbLUUTOHMH 1 Ap.
Ce ec ackyn DETUKYNADHOE MBEA0 OHEYHOCTH, poKanbunuTo ap
TYNoBuMLLE, NNLO MapKepbl cencuca
Backynur, Metexuu, 3110Ka4eCTBEHHbIE OMYXONH
accoLMnpPOBaHHbIi _ nanbnupyemas nypnypa, Haue HkHne (4aLue u3 nmmqjom'q);oﬁ
€O 3/10Ka4eCTBEHHbIMI BOMAbIPK, Nanynbl ¢ HEKPO3OM, KOHEYHOCTH TKaHM)
HOBOOGPa30BaHUAMY A3Bbl

UpraHocneuumuqecKMe BACKYNUTbl — BACKYNUTbl OAHOr0 OpraHa

lgM/IgG-Backynut

[emopparunyeckuin BacKynuT
(60nesHb LLenneiiHa — leHoxa),
remopparunyeckunit

. . MeTexun,
NeNnKOKNacTUYeCcKnii MUKpo6na

HuXXHIME KOHEYHOCTM,  BbISBNAKTCS AEMNO3UTbI
nanbnupyemas nypnypa, A

Muwepa — LLTopk rONEHN 1 CTONbI IgM 1 1gG B cTEHK

épa — LITopka, nanyJsbl ¢ HEKPO30M, (rone cTONb), g 9G B cTeHKe
annepruyecKunii apTepuonuT, 1y3bIpU C FEMOPDATMYECKAM pexKe — TYNOBULLE U KPOBEHOCHbIX COCY10B

nanyno-HeKPOTUYECKNiA epMaTut ¥ BEPXHME KOHEYHOCTM KOXN

XKUMbIM
Beptepa — [tomnuHra, coaep

TPEXCMMNTOMHAsA 601€3Hb
[yxxepo — [ltoneppa u ap.

HogynsapHsli

(y3noBatblit) BaCKynuT

Cru6atenbHble
N1pypatusHas aputema basexa V3nibl, A3Bbl NOBEPXHOCTU —
ronexen

Pasrn6atenbHble

NOBEPXHOCTN
dpuema Bepxumfm HIDKHUX
BO3BbILIAKLIAACH — [anynbl, 6AALWKN, Y3Sbl o —
9 KOHEYHOCTEN
cToiikas
(4acTo B npoekLun
CyCTaBOB)
[nneprammarnobynu- BepxHue n HmKHNe
o [uneprno6ynuHemnyeckas nypn
HEMWNYECKMiA ep OﬁByanb GEHCTEEMaa ypnypa Metexun KOHEYHOCTH (roneHn, —
NATHUCTbIN BACKYNUT A p CTONbI)
HopmokomnnemeHTe-
o o Bonabipu, netexuu Bongbipu TBYIOT
MUYECKINIA yPTUKAPHBbINA [emopparunyeckas KpanueHuua ONAbIPW, NETEXIN, — ONABIPY CYLLECTBYIO
PeTUKYNApHOE NnBeso 6onee 24 4acos
BaCKYUT
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Puc. 3. IgA-BackynuT: nansnupyemas nypnypa
Fig. 3. IgA vasculitis: palpable purpura

BoBneveHua cocynos MXKT M cyctaBoB, B MOBTOPHLIX
aHanmMsax MOYM OTCYTCTBYIOT M3MEHEHHbIE SPUTPOLUTDI).
CuctemHble nposiBneHuns IgA-Backynuta HabnogaroTces
[OCTaToO4HO YacTto — nopaxeHue XXKT (6onb B XUBOTE,
KpoBOTeYeHWe, meneHa) y 51—65%, cycTaBoB (apTpanrum
n apTpuTbl) — 44—63%, noyek (MUKPO- UM Makporema-
Typusi) — 20—80% 60nbHbIX. Pegko moryT HabniogaTb-
Ccsl nopaxeHus uepebparnbHbIX COCYAOB, KPOBOU3NUSAHUSA
B SINYKM U UHTEPCTULMASIbHBIE NErOYHblE KPOBOUINUSHUS.
VY B3pOCnbIX NAUUEHTOB CUCTEMHbIE MPOSBNEHUS BCTpeYa-
I0TCA pexe, 4eM y feTen, Yalle HabnoaalTes BbiCbINaHUs
Ha KOXe C OTEKOM HMKHUX KOHe4HocTen [9—14].

VpTukapHbii BacKy/iMT BCTPEYaeTCA MOYTU UCKITHYU-
TENbHO y B3POCSbIX (OETU COCTaBMAT OKONMo 1% 605b-
HbIX), XXEHLLUMHbI 60NET 3Ha4UTENbHO Yawe — 70—74%
BCEX NauMeHToB. KnuHW4Yeckue nposBREHUs TUIMOKOM-
M/IEMEHTEMUYECKOro ypTukapHoro Backyimta (aHTn-C1q
BacKyniTa) NpefcTaBneHbl YPTUKAPHBIMA BbIChINAHUAMN,
KOTOpblE OTNNYAlOTCA OT BOMAbLIPEN MPU KpanusHUue 60-
nee onuTenbHbIM cyllecTBoBaHveM (6onee 24 yacos). Ha-
pPSAy C BONMABIPAMU HA KOXE MOFYT BCTPEYaTbCA MeTexuu.
Mocne paspelueHns ypTUKapHbIX BbIChINAHWIA MpU TMMNo-
KOMMIEMEHTEMUYECKOM BacKynute 4acTto HabnopaeTcs
nocTeocnanurtenbHas nurmeHtaumsa. AHTM-C1q Backynur
MOXeT npoTekaTb B BUAE CUCTEMHOrO Backynurta c npe-
MMYLLIECTBEHHbIM NMOPaXXeHNEM KOXW Npu Takux 3abonesa-
Husx, kak CKB, cbiBopoTo4Hasa 60ne3Hb, BUPYCHbIN rena-
TMT B, 3nokayecTBeHHble HOBOOGpa3oBaHusa. CUcTeMHble
nopaxeHus npu aHTn-C1q Backynute HabnoZaOTCA 4acTo
M BKIOYaAlOT rNoMepynoHedpuT, apTpuTbl, BocnaneHue
rnmas [15—18].

Ha pono HOpMOKOMMIIEMEHTEMUYECKOrO YPTUKAPHO-
ro Backynura npuxogutcs okono 49—80% Bcex crny4aes
ypTukapHoro Backynuta. OH MpoTekaeT WUCKIHYUTESIBHO
C M30/IMPOBaHHBLIM MOPaXKEHNEM KOXM N KITMHUYECKM HE OT-
Nn4aeTca OT MNpPOSIBIIEHUA TUMNOKOMIMIIEMEHTEMUYECKOrO
BapuaHTta. Pa3BuTne Backynura Hanbonee 4acto CBA3aHo
C NPMEMOM JeKapCTBEHHbIX NpenapaToB U MHAEKLMOHHbI-
My 3a6onesaHunsamu [18].

bonesHb bex4yeTa fBNSIeTCA CUCTEMHbLIM 3a60eBaHu-
€M U1 XapakTepuayeTcs 3Ha4YMTeNbHbIM CMEKTPOM rnopaxe-
HUM KOXW U CAN3UCTLIX 060504eKk. Hanbonee nocTOAHHbLIM
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Puc. 4. |gA-BackynuT: remopparu4eckue nysbipu
Fig. 4. IgA vasculitis: blood blisters

Puc. 5. IgA-BackynuT: nanyssl ¢ HEKPO3OM
Fig. 5. IgA vasculitis: papules with necrosis

CUMMTOMOM SIBNSIIOTCA peunamMsupytolime adTbl MosocTn
pTa. Pexe BcTpevaroTca si3Bbl B 0651aCTU reHuTanum, Bbl-
cbinaHus, Nofdo6Hble y3noBaTon 3puTeme, Tpombodpne-
61T MOBEPXHOCTHBLIX BEH, peakuus nateprum — passutune
Ha KOXe B MeCTe MHbEKUMM nanyno-nycTynesHbix ane-
MEHTOB, akHedOpPMHblE ONMNNKYNSAPHbIE MYCTYNe3Hble
N HedONNUKYNsapHbIe nanyno-nycTyne3Hble BbIChbINaHus.
BcTpedaeTca gBa BapuaHTa TeyeHus 6onesHu bexdera:
BacCKynuT C N30MMPOBAHHBLIM NMOPaXeHNEM COCYL0B KOXMW
M CNN3UCTBIX 060N0YEK N CUCTEMHBIN BACKyNUT — C nopa-
xenvem a3z, XKKT, LUHC, nero4Horo ctBona, ¢ onvroap-
Tputamu 1 gp. [19—21].

Mpwn cuHapome KoraHa V30NMPOBaHHOIO MOpaXKeHus
COCY[OB KOXW He Habmopaetcs. Hapagy ¢ cucTeMHbIMU
nposiBNeHVsMM 3abonesaHns (BocnasieHne CTEHKU aopThbl
1 KnanaHoB cepaua, aHeBpu3ma aopTbl) pedKo MOryT pas-
BMBATbCH NAaHHUKYNUTBI [1, 22].

Backynutel, accoymmpoBaHHble € CUCTEMHbIMM 3a-
6onesaHnamn (CKB, peBmMatoungHbii apTpuT, capkougos
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Puc. 6. dpuTema BO3BbILIAKOLLIASCS CTOIKAR: NNOTHbIE Many/bl, BE3IKYN0-0ynes-
Hble BNIEMEHTbI

Fig. 6. Erythema Elevatum Diutinum: dense papules, vesiculo-bullous elements

1 Op.) MOryT NpoTekaTtb C NPENMYLLECTBEHHBIM NOPaXeHn-
€M KOXW (peBMaTONIHbIN BACKYNUT, OrPAHNYEHHbIN KOXEeN)
1 B BapnaHTe CUCTEMHOr0 BocnasneHnsi KpOBEHOCHbIX COCY-
nos [1, 22, 41].

Yanosateii Backynut (MHgypatnsHas sputema ba-
3eHa) MOXeT BCTpevaTbCsl Yy 60SbHbIX Ty6epKyne3om
Nerknx unu Jpyrux opraHoB, BMPYCHbIMW renatutamu
B un C, BUY-nHdekumelr, BocnanutensHbiMu 3abonesa-
HUSAMM KuevHuKa (6one3Hb KpoHa, Hecneuunduryeckun
A3BEHHbIA KOMUT), 6pyuennesomMm. 3aboneBaHue 4alle
passuBaeTcA y MNOXWIbIX MauMEHTOB, pacrnpoCcTpaHeH-
HOCTb Cpefam XeHLMH Bbille. Ha Koxe crnéarternbHbIX Mo-
BEPXHOCTEN rofieHen pasBuBatoTCA 60Me3HEHHbIE Y3ribl,
KOTOpble 4acTO U3bAIBNAOTCA. 73Bbl CYLLECTBYIOT ANU-
TenbHOe BpeMs, BMOCNeAcTsMmM opMmnpyroTca aTtpodu-
Yyeckue py6upl [23].

Oputema Bo3BbiLLAOLLAsACA CTOVMIKas pa3BuBaeTCs
Yaule B Bo3dpacte 40—60 net. OnucaHbl accoumaumm 3a-
6onesanua ¢ BUY-uHdbekumen, IgA-rammanartmen, ayro-
MMMYHHbIMW 60Mne3HAMU, B-kneto4yHon nMMA@OMOK, Bak-
LUMHauMen npoTuMB Xomnepbl. XapakTepHbl CUMMETPUYHbIE
BbICbINAHWS, MPeACTaBIEHHbIE OKPYITbIMM MAIOTHBIMMW Nany-
namMu ¢ rmafgkon NMoBepXHOCTbLIO, CAMBAOLLMMUCA B GNsLL-
KW, UK y3naMu KpacHO-KOPUYHEBOrO UMW NMyprypHOro LiBe-
Ta, NOKanu3ylLwmMncs Ha pasrnbéaTernbHbIX MOBEPXHOCTAX
BEPXHUX U HUXXHUX KOHEYHOCTEW, NPEeMMYyLLIEeCTBEHHO ne-
pYapTUKYNsSpHO (B NPOEKLMN TOKTEBbIX W KOMEHHbIX CyCcTa-
BOB, Ha KMCTAX). [1o Mepe pa3BuTus BbiCbiNaHWi Habnwaa-
€TCH UBMEHEHWE KOHCUCTEHLMKN Nanyn oT MArKom A0 OYeHb
nnoTHow (puc. 6). Pegko BcTpevatoTcs BE3WKyno-6ynnes-
Hbl€ W NyCTyfe3Hble 3nieMeHTbl. [launeHTbl MOryT Npeabss-
NATL XXanobbl Ha YyBCTBO 3yAa, XOKEHUs1 Ui 6051e3HEHHO-
CTW KOXW B obracTtu ceinu. [nsa 3a6onesaHus xapakTepHo
peumamBMpyloLLiee TevyeHue, CTerneHb TAXECTU KOTOporo
MOXET BOSTHOO6pa3HO U3MeHATbCA. B 6onblUMHCTBE Cry-
YyaeB 4yepe3 5—10 neT HacTynaeT CNOHTAHHOE BbI3A0POB-
neHve, UHOrAa peunamBbl ONATCA AecATuneTnamn. Beickl-
naHusa o6bI4HO paspeLuaroTcs 6e3 hopMnpoBaHnsa pyoLIOB
nnun atpodun. BbickasbiBatoTCs NPeanonoXeHns, YTo rpa-
Hynema nvua c 303vHounNnent n spMTemMa Bo3BsbiLLaoLLas-
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Puc. 7. Cencuc (MeHHrOKOKLIEMIAST): HEBOCMANTENbHas nypnypa
Fig. 7. Sepsis (meningococcemia): non-inflammatory purpura

Csl CTOMKas — WaeHTUYHble 3aboneBaHuns, oTnmMyaromecs
aHaToMu4eckon nokanusauuen [24, 25].

Centuyeckmvi Backynut. [lpu cencuce Ha Koxe
60nbHbIX 4acToO MOABMAITCA remMopparunyeckve nATHa
(nypnypa), koTopble OObI4HO OO6YCNOBMEHbI AQUCCEMU-
HUPOBAHHOMW  BHYTPUCOCYAWCTOW  runepkoarynaunen
(OBC-cMHgpoM) mnn cenTuyeckon IM60nnert Menkux
COCyf0B. Y HEeKOTOpbIX MaLMeHTOB MOXET pas3BuBaTbCs
BaCKYNUT, NPOSABASAIOLLUNIACA HA KOXe eAWHUYHbIMU Xao-
TUYHO pPacCroNIOXEHHbIMU reMopparn4eckumMm naTHamm
M nanynamu, peTUKynspHOn nypnypon u nanyno-Hekpo-
TUYECKUMU BbICbINAHUAMU [26].

Backynut, BbI3BaHHbIV (YU3NYECKOV Harpy3kou, npo-
ABNSETCH pas3BUTUEM HEOGONbLUMX FreMopparnyeckmx nsaTeH
(manbnupyemast nyprypa) Ha KOXe HWKHUX KOHEYHOCTEN,
BO3HUKAIOLLMX NOCNe ANUTENbHbIX (PU3NYECKUX Harpy3ok
WU ONINTENBHOrO HaXOXAEHUS B BEPTUKaNbHOM MOMoXe-
HUW. BepoAaTHO, AaHHOe 3abonesBaHWe fABNSETCS BapuaH-
TOM MMMYHOKOMISIEKCHOrO Backynuta [27].

Jleyenue

JleyeHne 6GonbHbIX BacKynuTamyM NPoOBOAUTCA Mocre
BbINOSTHEHUA BCEX HEOOXOAMMBIX ANArHOCTUYECKUX Mepo-
npuATUA N onpefeneHns HO30M0rMYECKON NpUHaQSIEXHO-
CTu 3abonesaHus. B 3aBMCMMOCTM OT 9TUONOrMN BaCKynu-
Ta NPUMEHSIOTCA pasnuyHble TepaneBTU4ecKue Noaxofbl,
pernaMeHTMpoBaHHbIE B COOTBETCTBYIOLLMX KITMHUYECKUX
pekomeHgauuax (Hanpumep, CKB, peBMaToMaHbIA apTpuT,
60ne3Hb bexyeta, BupycHoeini renatut B v C u gp.). MNpu He-
BO3MOXHOCTU BepUMKaLmmn amarHosa, a Takxe npu orpa-
HUYEHHbIX MOPaXeHUAX COCYOOB KOXW NPOBOAUTCA CUM-
nToMmatmn4eckoe nedvexue [28].

Mpun yctaHoeneHun gmarHosa ANCA-accouymmpoBaH-
HOro BackynuTa Ha3Ha4aloT CUCTEMHbIE MMIOKOKOPTUKOCTE-
pouabl B codeTaHun € UuKnodochamMnaoMm Unu puTykcu-
Mabom [29].

[Mpun BLICOKOW aKTUBHOCTK 3a60oneBaHVa BHa4Yarne Bo3s-
MOXHO MpoBefeHne «Nynbec»-Tepanun MeTunnpeaHM3osno-
HoMm B fo3e 30 mr/kr/cyT. (He 6onee 1000 mr) 1—3 pHs.
MpegHW30M10H NPUHUMAKOT BHYTPb B Ao3e 1—2 MrI/Kr/cyT.

BecTHuk gepmaTonorum n BeHeponorun. 2020; 97 (2): 14—23 W
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(He 6onee 80 mr/cyT.), B TeyeHne 8—12 Hepenb. 3aTem
J03y CHMXalT Ha 5 Mr B Hefgento [29].

Linknodocchammp BBOOAT BHYTPMBEHHO MO 15 Mr/Kr
1 pas B 2 Hepgenu, Bcero 2—3 pasa. 3arem no 2 Mr/kr/cyT.
(He 6onee 200 mr/cyT.) B TeveHne 3—12 mec. [29].

PuTykcMmab Ha3HauatoT BHYTPMBEHHO B fo3e 375 Mr/m?
1 pa3 B Hegento, Bcero 4 uHgyaum [29].

Mpn HU3KOM aKTUBHOCTU 3a60neBaHNs BO3MOXHO Mpu-
MeHeHue meToTpekcata B fose 20—25 Mr/Heq., BHYTpb
nnn napeHTeparnsHo [29].

lMocne OOCTUXEHUSI CTOMKOW KIIMHUKO-nabopaTtopHom
pemuccun cHadana cHwxaloT gosy NKC, satem — umkno-
dochamuaa. MNMocne 3Toro neveHne NPoAoOMKaoT a3aTno-
NMPVHOM WM METOTPEKCaTOM He MeHee 2 NeT, a B cry4ae
rpaHynemaro3a ¢ aHrumntom unm PR3-ANCA-accoummpo-
BaHHOro Backynuta — He MeHee 5 net [30—32].

Mpun npeumyLeCTBEHHOM/U30/INPOBAHHOM [0paXxe-
HUM COCY[OB KOXM Yalle oTMevaeTcs [o6poKayecTBeH-
HOe TeYyeHue BacKynuta u arpeccusHas Tepanus 06bI4HO
He TpebyeTcs. HacTto HabnogaeTca TeHOEHUNS K caMons-
neyeHuo. 1o BO3MOXHOCTU HEOH6XOOAMMO YCTPaHUTbL BCe
TpurrepHole daktopbl Backynuta. lMauneHtam cnepgyet
pekoMeHfoBaTb u3beratb [ONMUTENBHONO  HaxoXAeHus
B BEPTMKaNbHOM MOMOXeHUN. HolueHne KOoMMpeccuoH-
HOro 6enbs yMeHbLUaeT OTEKN HUXHUX KOHEYHOCTEN, fiB-
NeHus cTasa B cocyhax marnoro gunameTtpa, CrnocobCTBy-
€T 3aXMBMNEHUIO 3B B 06nacTn roneHewn. NpumeHeHne
Tonunyeckux MKC ymeHbLuaeT 4YyBCTBO XXKeHMs u 3yaa
B 0611aCTU BbICbINAHUI, HO He NpefoTBpaLlaeT NosBeHns
HOBbLIX 3/1eMeHTOB. Bornee nonoBuHbI NaLMeHToB He Tpe-
6yloT cucteMHon Tepanun. ObLlee nedeHne HasHayaloT
B Cllyyae TSXenoro (Hanuyve o4aroB Hekposa, f3B, pac-
NMPOCTPaHEHHbIX BbICbINAHMI), AnUTenbHoOro (6onee 3—4
Hegesnb) Un peurManBMpyIoLLLEero Te4yeHns sackynura [13,
28]. K npenapartam Bbi6opa OTHOCATCA:

* lancoH — 50—200 mr B cyTKu. Npenapat obnagaet
npoTuBoBOCMaNUTENbHLIM 3MEKTOM, BbI3bIBAET TOPMO-
XeHue murpaumm nenkoumToB. [1ancoH BbICOKOIdEK-
TUBEH B Tepanuu 60sbHbIX 3PUTEMOI BO3BbILLAKOLLIENCA
cTtonkon (y 80% nauMeHTOB 3Ha4MTenbHOe Yny4lleHune
WM NOMNHOE pa3peLleHne BbICbINaHui). Y naumMeHToB C ge-
PULUUTOM OKO30-6-hochaTaerngporeHasbl JancoH Mo-
XeT BbI3BaTb pa3BUTME METreMOrfiobuHEMUU U aHeMUIO
BCMEeACTBME remMonusa, MnodTomy TpebyeTcs MOCTOAHHLIN
na6opaTopHbI MOHUTOPWHI 601bHBIX [33, 34].

* [uapokcuxnopoxmH — 200—400 Mr B cyTkn. Haunbo-
nee a(pheKTUBEH NPU YPTUKAPHbIX Backynutax [18].

* [lenTokcngpunimH — 400—1200 mr B cyTku. [pe-
napart yny4aeT MUKPOLMPKYNaumio, nogasnseT TpoMeo-
obpasoBaHuve, yny4LiaeT peosiormyeckne CBOMCTea KpoBu
n obnagaeT NpOTUBOBOCMANUTENbHBIM 3MEKTOM (UHIU-
6upyeT dpocchonnactepasy) [18, 35].

* iIHgomeTtaymH — 25—50 Mr 3 pasa B cyTku. lNpena-
paTt OTHOCUTCA K rpyrnne HecTepouaHbIX MPOTMBOBOCNANM-
TenbHbIX cpeacTs [18].

* H,-aHTUrucTamuHHble npenapatbl 2-ro MOKOSIeHUs
3(PhEKTUBHBI Y 24% 6OSBbHBLIX YPTUKAPHLIM BaCKYIUTOM.
x kombuHaumsa ¢ cucteMHbiMy TKC MOXeT NoBbICUTL 3dD-
PEKTUBHOCTb NeveHus [18, 36].
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Mpn HepocTaTovHOM 3PHEKTUBHOCTU CUCTEMHON Te-
panvn ogHUM NpenapaTtoM BO3MOXHO KOMOUHWPOBAHHOE
neyeHne r’mgpoKCUXTOPOXMHOM MM MEHTOKCUUINNHOM
C JancoHoM unuM uHgomMmeTtaumHoMm [28]. Llenecoo6bpas-
HOCTb NPUMEHEHUs aHTUKOAarynsHTOB W aHTuarperaHTos
(renapwvHa, BapdapvHa, gunupugamona, auetuncanmum-
NIOBOW KUCOTbI) HE AOKa3aHa, UX UCNofb30BaHMe MOXET
NPUBECTU K PasBUTUIO CEPbE3HbIX HEXenaTenbHbIX ABfe-
Hu1 [13].

CncTemHble  MIIOKOKOPTMKOCTEpOMAbl  Ha3Ha4vatoT
npyv HepocTaToyHOM 3PEKTUBHOCTU MNMPOBOAMMOro ne-
YEeHUST MU MPU UCXOJHO TSXKESNIOM TeYeHWW BacKynuTa.
MpumeHeHne cucteMHbix TKC npuBoguT K COKpalleHuio
CPOKOB pa3peLLeHus BbICbINaHUA Ha KOXe (Npy OCTPOM Te-
YyeHum). B Tepanun yptukapHoro sackynuta 'KC asnstotca
Hanbonee apdeKTMBHLIMU MNpenapatamMm — 6oree Yem
y 80% nauMeHToB MX Has3Ha4eHve NPUBOAMUT K BbI3JOPOB-
JIEHWNIO NNV CTOMKOM pemMuccum. Npm XpoHNYECKOM Te4eHnn
IgA-Backynuta wucnonb3doBaHne [KC manosaddeKkTMBHO
[13, 18, 37, 38, 41].

MpumeHnstoT npegHu3onoH B pose 0,5—1,0 Mr/Kr/cyT.
lMocne pocTmxeHWss TepaneBTUHECKOro adypekta AOo3y
npenapaTta 6bICTpo cHuxatoT [13, 37, 38].

B cnyyae Hea(pHEeKTUBHOCTM BbiLLENEPEHNCIIEHHBIX
npenapaToB WM MNPy HanMyYMM NPOTMBOMNOKA3aHWN K HUM
Ha3Ha4YalT uuTocTaTukn: asatvornpuH — 50—200 mr/cyT.
mnn metopekcat — 15—25 mr/Hen. [39].

[eHHO-UHXXeHepHbIe 6Uonornyeckme npenapartbl — UH-
rMéuTopbl dhakTopa HeKpo3a onyxonew-o (MH@IMKcumao,
aTraHepuyent), wHrnbéutopsl IL-1b/IL-1 peuentopa (aHa-
KuHpa, kaHakmHymab), aHTn-CD20 (putykcumab), aHTaro-
HUCTbl peuenTopa IL-6 (Toymnmnsymab), nHrméutopsl IgE
(omann3ymab) nokasanu BbICOKYIO 3(pdeKTUBHOCTL B Te-
panuu ToprnuaHbIX BaCKYNUTOB KOXW, HO CBeAEeHUN 06 nX
NPUMEHEHM HaKOMMEHO Noka HegocTaTo4yHo [18, 40].

3aknovenue

MHoroo6pasve BacKynUTOB KOXW, WX KIMHUYecKoe
CXO[CTBO, OTCYTCTBME YETKUX AMArHOCTUHECKUX KpuTe-
pveB U eguHOW TEPMUHOMOrMM O6YCraBnMBaKOT KpanHe
CINOXHbIA NpoLecc AMarHOCTUKM JaHHOM rpynnbl 3abone-
BaHWA. Koxa sBnsieTca opraHoM, KOTOPbIN 4acTo nopaxa-
eTcAa Npu Backynutax. B To Xe BpeMs BbiCbiNaHusa B BUAe
nypnypbl MOryT BCTPeYaTbCA MPU HECKOMbKUX COTHAX 3a-
6onesaHnin. Koxa focTynHa Ans ocMoTpa, a nposefeHvne
OnmarHocTu4eckom 6Moncum OTHOCUTENIbHO HECNOXHO. [ep-
MaTOBEHEPOSIOr Hepedko SBASIeTCA NepBbiM cneumnanu-
CTOM, OCYLLECTBMAIOLWMM OUArHOCTUKY BacKynurta. dTum
06YCNOBMEHbI 0YEHb BbICOKME TPeOOBAHWS K 3HAHUSAM Aep-
MaToBeHeporiora B 0651actu BackynutoB. CuHOpoOMasibHbIN
nogxo B OUArHOCTUKE BACKYNIMTOB KOXW Ha OCHOBaHUU
XapaKTEPUCTUKN IIEMEHTOB KOXHOW CbINW HEMUHYEMO
npueegeT K 06beANHEHNIO B OOHY HO30M10MMI0 COBEPLLEHHO
pasHbIX 3a6oneBaHui, OTNNYAKOLLMXCA NeYeHUeM U Mnpo-
rHo3oM. [lpaBusfbHbIA AMArHO3, KOTOPbIA MOXET ObiTb
nocTaefieH TOMbKO MPU YCNOBUW FPaMOTHOM WMHTerpauuu
aHaMHEeCTUYEeCKUX, KIIMHNYECKUX, nabopaTopHbIX U MOp-
donornyecknx faHHbIX, ABASETCA O6OCHOBAHWEM OMTU-
manbHon Tepanum nauneHTos. [Jil
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