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| KpacHasa BonyaHka (KB) — mynbTudakTopmansHoe
ayTOMMMYHHOe BOCnanuTenbHoe 3aboneBaHne CoeanHn-
TeNbHOWN TKaHW, nopaxarliee pasnnyHble OpraHbl U cu-
CTEMbI U MMeloLLiee LUMPOKNI CMEKTP KIMHUYECKUX MpPo-
ABMEHWIA.

®dakTopamu, NPOBOLMPYIOLLMMU PaA3BUTUE KOXHbIX
¢dopm KB, asnsatotca Y®-uanyvyeHve, HeKOTopble ne-
KapCcTBEeHHble npenapaTtbl (TepbuHaduH, NHIIMGUTOPbI
hakTopa Hekpo3a OMnyxosin-o, aHTUKOHBYJbCAHTbI, UH-
rMéuTopbl NPOTOHHOIO Hacoca, 6J10KaTopPbl KanbLUMEBbIX
KaHanoB, MHIMOMUTOPbl aHrMOTEH3WHMpPEBpPALLAoLWEero
hepMeHTa, B-6nokartopsl, nednroHOMUE 1 Ap.), BUPYC-
Hble MHdeKUnn, TpaBMbl Koxun. Okono 1/3 Bcex cny4a-
€B NofocTpon KoxxHon KB nHayumMpoBaHo npuemMom me-
AnkameHToB [1, 2]. KypeHue accounmmnpoBaHO C PUCKOM
pa3BuTMA KOXHbIX chopM KB 1 6onee Taxensim Teve-
Huem 3abonesanHus [3]. [onoBble rOPMOHbI (3CTPOreHbI)
MMEIOT BaXHOe 3HaveHne B hOpMMpPOBaHUM Npeapacrno-
noxeHHoctn K KB [1, 4].

3abonesaeMocTb KOXHbIMY chopmamm KB coctasnseT
3,0—4,2 Ha 100 000 HaceneHus B rog, Npu 3Tom 60J1bHbIE
¢ puckoupgHon KB coctaensatoT 70—80%. Nk 3aboneae-
Moctn — 9,1 Ha 100 000 HaceneHwus B rog — NpUXoaMTCA
Ha Bo3pacT 60—69 neT, COOTHOLLEHWNE XXEHLLMHbI/MYX4K-
Hbl cocTaBnseT 3:1, yalle 605eloT NpeacTaBUTeNn eBpo-
neowpgHoun pacel [5—7].

MaToreHes

Mpn KoXHbIX popmax KB OCHOBHYK posfib B pas3Bu-
TUM 3a60NEBaAHUA UrPalOT CEHCUOUNN3NPOBAaHHbIE K CO6-
CTBEHHbBIM KJeTKaM LMTOTOKCuYeckme T-numdounTbl
W HaTypanbHble Kunnepbl. B natoreHese cuctemHon KB
KPOME KIETOYHbIX pPeakuuin BaXHOE 3HA4YEeHNEe OTBOAMT-
Csl rymMopanbHOMY 3BEHY UMMYHHOrO OTBE€Ta — HEKOH-
Tponupyemon npoaykumu aytoaHtuten [8]. MNpu passu-
TN Y®O-NHOYLMPOBAHHbBIX MOPaXXEeHUN KOXW B PaHHIO
(haly BocnaneHus oTMedaeTcsa akkymynsauma CD4+
KNeTok B 061acTu 3anuaepmo-gepmMarnbHOro covneHe-
HUS, B N034HI0I0 a3y npeodnagatotT CD8+ numdoumnThbl.
T-KNeTo4YHbI UMMYHHbIN OTBET Npu KB nmeet gesunaumio
B CTOPOHY T-xennepos 1-ro Tvna, Ans KOTOPOro xapak-
TEepHO MoBbILleHne aKkcnpeccum xemoknHa CCR5 un cHu-
xeHune skcnpeccum CCR3 [9]. Mpn nMmyHornctoxmmmnye-
CKOM UCCNefoBaHMM KOXU 60MbHBIX KOXHbIMU hopmMamMm
KB oTtmedvaeTtcs npucyTtctBue T-xennepoB 17-ro tuna,
KOTOpble HE BCTPEYalTCsa B HOPME. DTU KNETKM npoay-
LUUPYIOT LUMTOKMHBI MHTEPNEeNnKnH-17, -21 n -22 1 BbI3biBa-
10T pas3BuTME B TKAHW ayTOMMMYHHOro BOCNanmTelbHOro
npouecca. [10]. ®yHKuma T-perynaTtopHbiX KNeTok, ume-
tomx dpeHotnn CD4+CD25+Foxp3+, cBOAMTCA K noaas-
JIEHUI0 MU36bLITOYHOW akKTMBHOCTM T- n B-numdoumnTos,
OEHOPUTHBIX KNETOK, MOHOLMUTOB M MactoumTtos. [Mpu
KOXHbIX popmax KB oTMeuaeTcss CHUXeHue cynpec-
COpPHOro BNMAHUA T-perynatopHbiX Knetok Ha CD4+
n CD8+ KneTku, Npu 3TOM KOIMHECTBO U akTUBHOCTb
T-perynsiTopHbIX TMMGOLIMTOB CHUXEHbI TOSIbKO B KOXeE,

B Nnepudepnyeckon KpoBm oTMevaeTcs nx HopMasnbHoe
cogepxanue [10, 11].

Y®-u3nyyeHne, NMeoLLLEE BaXHOE 3HAYEHNE B pas-
BUTUU KOXHbIX hopm KB, nHayumpyeTt anonTos kepaTtuHo-
LUMTOB, MPMBOAMT K 3KCNpeccumn ayToaHTureHoB (Ro/SSA),
BbI3bIBAET Aucperynsumio T-numdgoumnToB, 4EHAPUTHBIX
KNeToK, HapyLleHne npoaykumm uMtokuHos [12]. MNpepgno-
naraetcsi, 4To y 60nbHbIX KB nmeeTca gemumt 6enkos,
NoAaBnNAoLLMX NPOrpaMM1pyemMyto rubens KneTok. Anon-
TO3 KepaTVHOLMTOB peanuayeTcs pasnnMyHbIMM MexaHn3-
Mamun — NOCPEeACTBOM akTuBaLum p53 nnu Yepes MHAYK-
Topbl knetoyHon cmeptM — TNF-a n FasL. Moepexaexune
KNeToK Wnn npes3eHTauus M1 aHoManbHOro Komnnekca
ructocoemectumoctn (MHC) npuBognt K mHMumaumm
ayTouMMmyHHoro oteeta [13, 14]. MNpu KB B cbiBOpOTKE
KPOBM M B KOXe 06HapPY>XUBAKTCA BbICOKME KOHLEHTpa-
LM aKTUBHbIX COEQVHEHWIA KMCnopoaa 1 a3oTa, KoTopble,
B3aMMopencTBya ¢ 6enkamMu KneTku, MOryT MpUBOAUTb
K UX aHOMasibHbIM MOCTTPaHCASALMOHHBIM Mogudmkaum-
AM, NpeBpallas ux B MULLIEHWN AN UMMYHHOW CUCTEMbI
1 NPOBOLMPYS ayTOUMMYHHbIE peakumm [15].

TpaHCKPMMNTOMHbIA aHann3 no3BOAWUN BbIABUTH,
4YTO MPU KOXHbIX popmax KB akTUBUPYIOTCS reHbl, KOH-
TponvpyoLwue npoueccbl anonto3a, NpoTeonuTuye-
CKOW Jderpajaumm KneTo4HbIX 6efIKoB, peakumn KneTku
Ha OKWUCNUTENbHbIN CTPECcC, UHTEPEPOHIABUCUMOE MO-
JaBfieHne TpaHCnAUuMM N akTUBHOCTb MMMYHHOrO OTBe-
Ta. O6HapyXeHO 4 aKTUBHbIX TPAHCKPUMUMNOHHbBIX XPO-
MOCOMHbIX pernoHa: 3p21-p21.3 (reHbl GLB1, CX3CRH1,
CCR2 n RHOA), 5931-q32 (renbi H2AFY, CTNNA1
n CD14), 15q14-g21.1 (reHsl TMEMB87A, EIF3J 1 SPG11)
n 22913.1-q13.2 (reHsl HMOX1, LGALS2, LGALS1, ATF4
n APOBEC3G) [15]. Mporpammupyemas Kneto4Has rv-
6efb HanpaeneHa Ha 3MMMUHALMI0O U3 opraHnM3mMa ayTo-
peakTMBHbIX 1 MOBPEXAEHHbIX KNETOK. CHMKEHVe akTuB-
HOCTM 3TOro npouecca NpUBOAUT K HaKOMMeHuto dpar-
MEHTOB K/eTOK, NpeAcTaBnaoLWmMX ayTOaHTUIeHbl, 1 No-
ABMEHNIO arpPeCcCUBHbIX K COBCTBEHHbIM TKaHAM 3 dek-
TOPHbIX MMMOLMTOB, 4YTO CO3aeT OCHOBY AN Pa3BUTUSA
ayToMMMyHHOro Bocnanexus [16]. Npn KB oTmevaetcsa
n36bITOYHAsA NPOAYKUNSa nHTepdepoHoB | Tuna, KoTopble
yepes ctumynaumio Thi-xennepoB okasbiBatoT BAUAHME
Ha aKTMBHOCTb T- 1 B-numdouunTos [8, 17].

KnuHuyeckas KkapTuHa

MopaxeHue kKoxu npyn KB xapakrtepusyeTtcs 3Ha4u-
TEeNbHOW reTepOreHHOCTbI0 KIMHUYECKUX MPOSBAEHUN,
YTO YCNOXHAET co3fjaHMe eaWHOW Knaccudukauum,
o6beanHAOLLIE BCe BO3MOXHbIE AepMaTofiornvyeckune
cumnTombl 3aboneBaHus [18, 19]. BcTpevaroTcsa kak nso-
JIMPOBaHHbIE KOXHbIE hopMbl KB, Tak 1 codeTaHue BbIChI-
MaHU Ha KOXe N CM3UCTbIX 060N0YKaX C CUCTEMHbIMU
nposisnexHusamn KB (puc. 1) [20].

B oTedecTBeHHON [epMaTOBEHEPONOrMN BbIgENaoT
ONCKONOHYI0, OMCCEMUHUPOBAHHYIO U rNy6oKy op-
Mbl KB [21, 22]. OgHako crnefyeT OTMETUTb, YTO YETKUX
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Puc. 1.

KPACHAA BOJTHAHKA

MOOOCTPAS
KOXHAA KB

CNCTEMHASA
KPACHAA
BOJTHAHKA

OCTPAS
KOXHAA
®OPMA KB

CxematnyHoe n3obpaxeHue pasnnyHbix hopm KB 1 nx oTHowweHue K cuctemuoii KB [20]:

OKB — onyxonesuaHas KB; BKB — BeppykosHas KB; FKB — rny6okas KB; HKB — HeoHatanbHas KB

KIIMHUKO-MOPAONornyecknx anddepeHumnansHo-gua-
FHOCTMYECKUX KpUTEPUEB, NO3BONSIOLLMX Pa3NNYUTbL ANC-
KOWZHYIO U AMccemMuHuposaHHyto KB, HeT. OgHu aBTopbI
CYMTaIOT, YTO NPU QUCCEMWHMPOBAHHOM hopme Aepma-
TO3a 60nblLUe 04aroB NOpPaXXeHus, Apyrme oTMevatoT, Y4To
ans guckompHown KB xapakTepHbl 6o5ee rpybbie py6Lo-
Bble M3MEHEHUsl, a AnccemMmHmpoBaHHaa cdopma 6onee
NOBEPXHOCTHA, OOQHAKO 3TW OLEHKU BeCcbMa Cy6beKTUB-
Hbl. HECOMHEHHO BaXHbIMU 6bINN 6bl AaHHbIE O pa3nu-
YUK B CTEMEHN pYCKa BO3MOXHOW TpaHchopmaLuum aTmx
dopm B cucteMHyto KB, Tak Kak cyLiecTByeT MHeHue,
4YTO AMcceMmnHupoBaHHasa dopma KB 6onee nopsepxeHa
nepexogy nNpv He6NaronpuATHLIX YCIOBUAX B CUCTEMHYIO
KB, ogHako y6eauTenbHbIX AaHHbIX MO 3TOW npobneme
HeT. KpoMe Toro, AaHHas Knaccugukauuma He oxeaTtblBa-
€T BCero MHoroo6paswus KoxHoix oopm KB, npenarcTeyeT
MHTerpaumm n co3gaeTt TPYAHOCTM MpU COnocTasneHnm
pesynbTaTtoB POCCUACKON AepMaTOBEHEPOSIOrUN C OaH-
HbIMW OpYrux cTpaH. BmecTe ¢ Tem B 3apy6exHon nure-
patype ucnonbayetcs knaccudukaums J. Gilliam u coasr.
(1982), nonyumsLLas LWMPOKOE NPU3HaHME BO BCEM MUpe
(cm. Tabnuuy). PasnuyatoT cneumdmyeckne n Hecneum-
dhmyeckune nopaxerus koxu npu KB. Cpegu cneumdm-
YEeCKMX MOPaXKEHUIN KOXW BbIAENAOT XPOHUYECKYIO, NOA-
OCTPYIO 1 OCTpYIo (hopMbl 3ab6onesaHus [20, 23, 24].

XpoHunuyeckue KoxHble oopmbl KB

HuckovpgHasa KB xapaktepuadyeTca Tpuagon CUMITO-
MOB: 3pMTEMOW, rMnepkepaTo3om u atpodmenr. Oyarn mo-
ryT 6bITb TOKANN30BaHHbIMK (pUC. 2), nopaxas nNpenmy-

BecTHuK aepmMmartonorun n seHeposiormm

LLleCTBEHHO 06/1acTV nuua (CKynbl, LLEKM 1 KPbISbst HOCA),
YLUHBIX PAKOBWH, BOSIOCUCTOWN YaCTW FOMOBbI, UAW pacnpo-
cTpaHeHHbIMK (puc. 3). Ha KoXe nossnsTcs runepemu-
Yeckme NATHa, KOTOpble MEANEHHO YyBENMYMBAIOTCA B pas-
Mepax, UHPUNbTPUPYIOTCA 1M NpeBpaLlalTcs B BO3BbI-
watowmecs 6nawkn. Ha nx noBepXHOCTU B LEHTPAsbHON
YacTu NosABASETCA CHayana ONNUKYNSAPHbIA, a 3aTem
CMMOLUHOW rmunepkepaTod. Yelwynkn TpyaHO OTAEnsoT-
Cs, NMpU MX NOCKabnmMBaHuM OLLyLLAaeTCss 6O0NEe3HEHHOCTb
(cumntom BeHbe — Melepckoro). Ha obpatHom cTopo-
HE CHATOW YeLUynKu o6HapyXM1BAKOTCA POroBble LUUMMKM,
MOrpY>XeHHbIE B PaCLLUMPEHHbIE YCTbA BOMOCAHbLIX (honm-
KynoB. o nepudepnn o4aroB CoOXpaHAeTCs 30Ha aKTUB-
HOro BocnaneHus, MMeeTcs rmnepnurMeHTaums. bnsawku
MeANeHHO YBEeNMYMBaloTCA B pasMepax, B LieHTpasibHON
YacTn HabnwogaeTca paspeLleHne 31eMeHToB ¢ hopmu-
poBaHvem rpy6or 3anapgatoliert 06e3o6paxunsaroLLen
pybuoBon atpoum KOXu, Ha PoHEe KOTOPOW MOryT Mo-
ABUTbCA TeneaHrnakTasum [19].

B o6nactu kpacHon kavmbl ry6 BbICbiNaHWs npeg-
CTaBJieHbl crerka NHPUNLTPUPOBaHHBLIMU BULLHEBO-Kpac-
HbIMW MATHAMMW, MOKPbLITbIMU HEOOMNbLUUM KOTMHECTBOM
TPYAHO yaansembix Yeluyek. [pn nopaxeHun BOOCUCTON
4acTu ronoBbl Pa3BMBAIOTCA IPUTEMbI PASNTNYHON (DOPMBI
C LUENyLIEHNEM Ha MOBEPXHOCTU, MO pa3peLleHnn KOTo-
pbiX ocTalTcs pybuoBas aTpodusl, TeneaHrnakrasumm
M y4acTKu rMno- u runepnurMeHTaunn. 3oHa pyoLoBoWn
anoneumm hopMMpyeTcs B LIEHTPE 04aroB, XapakKTepHO
NPUCYTCTBME Y4YaCTKOB C COXPaHMBLUMMWUCH BOJIOCaAMMU
B o4arax obnbiceHus [25].
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Knaccudukaums nopaxeHuit Koxu npu KB

Tabnuua [20, 23, 24]

. Cneumquecme nopaxeHus

—_

. Octpas koxHas KB (15%):
— nokanu3osanHas (90—95%)
— pacnpocTpaHeHHas (5—10%)
— T3H-nopo6Has (04eHb peaKo)

N

. Mopoctpas koxHas KB (8%):
— KonblieBuaHas (42%)
— nanyno-ckBamo3Has/ncopuasmdopmHas (39%)*
— GynnesHas (peako)
— TOH-nogo6Has (04eHb PeaKo)

w

. XpoHuyeckas koxHas KB (73%): rpaHnyeHHas auckomaHas KB
— AvckoupHas (80—85%): Puc. 2. Orpaii{erKas auckonaKa

— nokanunaosaHHas (70%)
— pacnpocTpaHeHHas (30%)
— runepTpodmyeckas/Beppyko3Has
— rny60Kas/nonyc-naHHUKynuT
— OnyxoneBuAHas/nanyno-myumHosHas KB (1%)**
— KB BcneacTeue 06MopoXeHus
— KB cnu3ucTbix 0600104€K (MONOCTH PTa, HOCA, FTEHUTANNIA,
KOHBIOHKTMBbI)
— nuxeHougHas auckomgHas KB (KB/kpacHbli nnockuid nuiuan
NepeKPecTHbIA CUHAPOM)

. Hecneumndmyeckue nopaxeHus

—_

. NMopaxeHue cocynos Koxu:
— BTOPUYHbIA NEAKOLUTOKNACTUYECKNIA BACKYWT:
— nanbnupyemas nypnypa
— YPTUKAPHbINA BACKYNUT
— Backynonartuu:
— 6onesHb [leroca-nogo6Hble NOPaXeHUs
— NNBEA0-BACKYNNT
— TeNeaHrnaKTa3nm OKOJIOHOTTEBbIX Ba/INKOB
— CeTyaroe nueeao
— Tpom6onebut
— (heHoMmeH PeliHo
— 3puTpomenanrus
. Hepy6L0Bble anoneuuu:
— nonyc-anoneuus
— TENOreHoBas anoneums
— rHes3fHas anoneuns
Ckneponaktunus
PeBmaTonaHble y3enku
KanbLmnHo3 Koxu
Hecneumduyeckune 6ynnesHble nopaxeHus
KpanueHuua
[Manyno-HoZynApHbIA MyLMHO3
9. AHeTogepmus
10. YepHbIi akaHTO3
11. MHorogopmHas aputema
12. 3Bbl ronequ
13. KpacHblii nnockuii nnLwan

N

ENep P>

lMpumeyarmne. TAH — TOKCU4ECKNIA SNNAEPMANbHBI HEKPONK3;

* — B 16% cnyyaes HabNIOAAETCA COYETAHME aHYNAPHOIA 1 Nanyno-

CKBAMO3HO# DOPM; ** — PacCMaTPHBAETCA Kak NPOMEXxyTo4Hast dhopma KB Puc. 3. PacnpocTpaHeHHas auckoupHas KB
(Oroccenbaopdickas knaccudukauns koxHsix oopm KB, 2003; A. Kuhn

1 coast. 2003, 2014 [19, 30]).
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ny6okas KB (ntonyc-naHHWKYNUT) KIMHUYECKN Mpo-
ABNSAETCSA OOHUM UM HECKOMbKMMMU FTy60KO pacronoXeH-
HbIMW MAOTHLIMU y3amMK, NOABMXHBIMU, YETKO KOHTYpU-
POBAHHBLIMU N HEe CNasiHHbIMU C OKPY>XaKLLMMU TKaHAMM
(puc. 4). Koxa Hap y3namu MMeeT 3aCTONHYIO BULLHEBYIO
OKpacKy, HepedKo BCTPeYarlTCs o4arn apuTeMsl 1 runep-
Kepartosa, xapaktepHble ans guckomngHon KB (coyeTtaHne
rny6okon n guckomgHon KB). MNMocne paspeLueHns y3nos
OCTaloTCA Y4acTKn atpodnn NOAKOXHOW KneTHaTku, npo-
fBnfAOLWMecs rny6okMmMu 3anageHuamu. B otaenbHbIX
cryyasx yanbl MOryT U3bA3BNATLCA, 06pasys Npu 3axue-
neHumn rpybble BTAHYTble py6Lbl. BO3MOXHO OTNOXEHNE
cofel Kanbums B KoXe ¢ 06pa3oBaHneM KanbLMUKaTOB.
BbicbinaHns 06bI4YHO MOKaNU3yTCs aCMMMETPUYHO B 06-
nactu nuua, Lew, nied, MOMOYHbIX Xenes (nonyc-ma-
ctuT), 6egep n aroguy, [26, 27].

Mpv BeppykosHon (rmnepTtpodunyeckon) KB otmeyaeT-
€A pasBUTME OAMHOYHbIX PE3KO BbICTYNAKLMX Haf YPOB-
HEM KOXW 6MSALLEK C BbIPaXXEHHbIM rMnepkepaTo3om n 60-
poaaByaTon noBepxHOCTbIO. Hanbonee yacton nokanuaa-
uuen aton copmbl KB aBnseTcs nuuo, TebinbHas noBepx-
HOCTb KUCTEN, pasrubaTesibHble MOBEPXHOCTN NPeaneymn
1 nne4y. Beppykosnas KB MoxeT codeTaTbesi ¢ AMcKona-
Hon KB, 4To o6neryaeT aMarHocTuky 3abonesanus. OTme-
YaeTcsa TOPNUOHOCTL BbICbINAHWIA K Tepanuu [28].

KB Bcrneacteme 06MOpPOXeHWs nNpeacTaBnseT peakyto
hopmy 3abonesaHus, pa3BuTMe KOTOPOW MHAYLMPYeTCs
HU3KOWM Temnepatypon (puc. 5). KnuHnyeckas kapTuHa
XapakTepuayeTtca nanynamm n HebonbnMMKn 6aaLLKaMm
CUHIOLLHO-KpacHOro LBgeTa, pacnonararowmmMmcs Ha oT-
KPbITbIX y4acTKax KOXW U AUCTanbHbIX OTAenax KOoHeu-
HoCTew: B o6nactv nanbues kucten (85%) un cton (42%),
YLUHBIX pakoBuH (9%), Hoca (6%). BbickinaHus cyLecTsy-
10T ANUTENbHO, UX SBOSIOLMSA HE 3aBUCUT OT BPEMEHW o-
ha. Bo3MOXHO 13bs3BeHe nnu popmmposaHne Beppy-
KO3HbIX pas3pacTaHuii, NosiBlIeHNe TeneaHrnakrasum. lMe-
pvog, mexay o6MopoxeHem n passutmem KB B cpegHem
cocTaensaeT okono 3—4 net [29].

OnyxoneengHas KB paccmaTtprBaeTcs pagom aBTopoB
KakK XpoHu4eckas KoxHasa dopma KB, apyrue oTHOCAT ee
K MPOMEXYTO4YHOW chopme 3abonesanus [19, 20, 24, 30,
31]. KnuHunyeckan kapTuHa npefgcrasneHa BbiCbINaHUAMMU
Ha KOXe B BMAE MNOTHbIX YPTUKApOnodo6HbIX nanyn v 6ns-
LLeK KpacHOro LseTa (0T po30BOr0 A0 CMHIOLLIHOIO), OKPYr-
NOW, HEeNpaBwUSIbHOM UM KONbLEBUAHOW hOPMbI, UMEID-
LMX YETKME TpaHuLpl, C 61ECTALLEN NOBEPXHOCTbLIO, KOTO-
pble NIOKanu3yTcs Ha y4acTkax, NoABepratLLMXCa UHCO-
nAuMnM, — B 0651aCTU BEPXHEW YacTu rpyau, CNiHbl, Niey,
wew, nuua (puc. 6). iHorpa anemeHTbl MOryT CMBaThCs,
o6pasys nonuumknmyeckmne durypol. O6ocTpeHme 3abone-
BaHWA 4Yallie HabnofaeTcs B BeCeHHe-NeTHW neprom. Bbl-
CbINaHWs MOMyT CMOHTaHHO 6eccrieqHO paspeLuaTbes cny-
CTSl HECKOMbKO Hefgenb Win CyLLecTBOBaTh AnuTensHo. Ya-
CTO HabnpaTCs exerogHble 060CTpeHUs 3a6ofieBaHus
nocne npebbiBaHWs HA COMHLE C MOBTOPHbIM MOSIBIIEHNEM
3MEMEHTOB Ha OJHMX U Tex xe MecTax [30, 32].

BecTHuk aepmMmartonorun n seHeposiormm

Puc. 4.

Puc. 5.

Puc. 6.

Iny6okas KB

KB Bcreactaue 06MOpPOXeHUI

OnyxonesuaHas KB



KB cnm3uncTbix 060/104eK MOXET pas3BmBaTbCs OOHO-
BPEMEHHO UNx NpefLecTBoBaTb NOPaXEHNIO KOXKU. JTa
cdopma 3a6oneBaHUs pegko CBOEBPEMEHHO OMArHOCTU-
pyetcs (B 10—50% cny4aes). BbicbinaHuna vawie Hab61o-
JalTcsa Ha CNM3UCTON 060NI0YKE MOMOCTM pTa, HO MOTYT
NosIBNATLCA B NOMOCTM HOCA, HAa MeHUTaNNAX, KOHbIOHKTY-
Be. OfieMeHTbl NpeAcTaBeHbl rmnepeMmnyeckuMn nNaTHa-
MM, nanynamu CUHIOLLHO-KPACHOro LBEeTa, MOKPbITbIMU
6enecoBaTtbiMV HAacCNoeHaMU, peako — nysbipsaMu. Bos-
MOXHO pasBuUTe 60MIE3HEHHbIX 3pO3ni 1 A3B. Paspelue-
HMe BbICbINaHWI 4acTo COMpoBOXAaeTCcs (POPMMPOBAHM-
eM py6LoB nnu pyéuosoin atpocun [33].

MopocTpas koxHasa KB

MopocTpasa koxHas KB nmeeT nepexofHylo KNuHu-
YeCKyto KapTUHY MeXay OCTPoK 1 xpoHnyeckon KB. Ota
dopma nposiBNaeTCcs pas3BUTUEM Manyno-CKBaMO3HbIX
(puc. 7) unn KonbLEeBUAHbIX 3PUTEMATO3HbIX BbiCbINa-
Hun (puc. 8). Mpwu ncopuasmdopmHon KB anemeHThbl
npeacTasieHbl rMnepeMmyeckumMmn nanynamm n He6onb-
WwnMmK 6nsawkamm B 0651aCTy nned, BepxXHen 4actu rpy-
OV U CMWHbI, peAKo — Ha KoXe N1ua, YLWHbIX PaKOBUH,
BOJIOCUCTOM YacTW ronoBbl, KOTOPble MOMYT CAMBaTbLCA
Mexay co6oi. Ha noBepxHOCTN NATEH U BMsIeK UMe-
I0TCA MMIOTHO CUAALUME YeLlYyWKW U He3Ha4UTEeNbHbIN
runepkeparos, ycunmsawLwmicsa B 06nactn ycTbes BO-
nocsiHbIx onnukynos. KonbuesmaHaa dopma xapak-
Tepusyetcs hOPMUPOBAHMEM TMMEPEMUYECKUX MNATEH
W 3puTEM B BMAE Kofew 1 NOAULMKINYECKNX duryp ¢ ru-
nepKkepaTo3oM 1 LueflyLeHneM Ha NOBEPXHOCTU, KOTO-
pble pacnonaralnTcs NPenMyLLecTBEHHO Ha y4acTKax
KOXMW, nopsepramLlmxcs nHconauun. BosmoxHo coye-
TaHue nanyno-CKBaMO3HOW 1 KONbLEBUAHOM (hOPM y 0f-
HOro 60nbHOro. BbickinaHmsa npu nogocTpon koxHon KB
MOryT paspeluaTbcsi 6e3 pybLoB, o6pasya AMTeNbHO
CYLLIeCTBYIOLLME O4aru runonurMeHTaunn ¢ TeneaHrun-
3KTa3UsAMU Ha NOBEPXHOCTU, NN HOPMUPOBATL OYEHb
NOBEPXHOCTHYIO Py6LIOBYIO atpochnto. Y AaHHOW KaTero-
pyn 60JIbHBIX HaCTO NMEKTCA OTHOCUTENBHO HETSXENbIE
cucTeMHble nposBnexHusa KB: apTpanruum, apTpuTsl U gpy-
rMe CMMMTOMbl MOPaXeHUs1 KOCTHO-MbILLEYHOW cucTe-
Mbl, 6€3 BoBNne4veHus no4ek, LIHC, cepo3Hbix 060no4eK
[2, 19, 20, 34].

Bynnesnas KB — o4eHb pegkas hopma 3abonesaHms,
KOTOpas passBMBAaETCH B peadynbTaTe NopaxeHus ayToaH-
TUTenamun BONOKOH konnareHa VIl Tuna B obnactu snu-
AepMOo-AepMarnibHoro covneHeHuns. Ha BHellHe HensMme-
HEHHOWN KOXe WK Ha (poHe 3puTem, NPenmMyLLECTBEHHO
Ha y4yacTkax, nogsepraembiX MHCONALMN (Lo, Les, pas-
rméartesibHble NOBEPXHOCTU NJleY, BEPXHAA YacTb CMUHbI
W rpyamn) nosiBAAOTCA MHOrOYUCEHHbIE MeSIKue My3bipb-
KW WU KPYyMHble Ny3blpy C HaNPSXXEHHOW MOKPbILLKON
N Cepo3HbIM codepXxumbiM (puc. 9). BoamoxHo o6paso-
BaHue 6ynne3HbIX 3N1IEMEHTOB Ha CMM3UCTbIX 060M04KaXx.
Mpwn paspeLueHnn BbicbiNaHWU HOPMUPYIOTCA BTOPUYHbIE
runeprvrmeHTHole NATHa unu pyoupsl. Passntue 6ynnes-
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| Puc. 8. KonbuesuaHas nogoctpas KB

| Pnc. 9. bynnesHas nogoctpas KB
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Ho dhopMbl KB cBUOETENLCTBYET O BLICOKOWM aKTUBHOCTHU
W CUCTEMHbIX NPOSIBNEHUAX 3a6onesaHus [35].

OcTpas KoXxHasi (popmMa KpacHOW BOJTYaHKU

OcTtpasn koxHaa copma KB Bcerga cnyxut nposiene-
Hnem cuctemHon KB, koTopas maHudecTupyet ¢ nopa-
XeHus Koxn B 70—85% cnyyaes [36]. OcTtpas copma KB
XapakTepuayeTcsi pa3BMTUEM Ha KOXe fmua B 06nactu
CKyN, LLEeK 1 Hoca («Kpblfibsi 6a604KN») 3PUTEMBI C UK-
aHOTU4YHBIM OTTEHKOM B LIEHTPe U OoTeKoM. Pexe BcTpe-
YaloTcA pacnpocTpaHeHHble NATHUCTO-Nanysie3Hble Bbl-
cbinaHns. OnemeHTbl CbiNnu 06bIYHO MOSABMAAIOTCA Mocne
npebbiBaHWSA Ha COJHLUE, CYLLLeCTBYIOT HECKOMbKO OHEn
N paspeLuaroTcs, OCTaBNAs He3Ha4YUTENbHbIE rMnepnur-
MeHTHble nATHa. CBOE06Pa3HbIM 3KBMBANEHTOM «6ab0uy-
Ku» fIBNsieTCa LeHTpobexHas aputema buetTa, koTopas
BO3HMKAaET B 061aCTU LLEK B BUAE Crierka oTeqHbIX, APKUX
rMnepeMmyecknx MATeH, MeaneHHo yBenn4mBarLmxcs
B pa3mMepax 3a CYeT nepudeprnyeckoro pocra 1 ogHoBpe-
MEHHO paspeLuarLLmXca B LeHTpanbHon Yactu (puc. 10).
Bo3MOXHO nmopaxeHue KpacHOM kKarMbl ryb, passutue
oTeka nuua, nosiBfeHne pacnpocTpaHeHHbIX NATHUCTO-
nanynie3Hbix BbICbIMaHU Ha CUMMETPUYHbIX y4YacTKax
koXxu. lNMopaxeHune cnM3ncTon o60SI04KM MONOCTU PTa,
TBepAoro Hé6Ga, Hoca MOXET NpoTekaTb ¢ 06pa3oBaHMEM
3p03uii 1 93B. B pegkux cnyyvasx KnnMHMYeckas kapTuHa
OCTPOM KOXHOW dhopMbl KB MOXET MMeTb CXOACTBO C TOK-
CUYecKuM anuaepManbHbIM Hekponuaom [19, 31, 35].

HeoHaTanbHas KB — pepgkas cpopma 60ne3Hu, KOTo-
pas pa3suBaeTcs Npy TpaHcnnaueHTapHOM NPOXOXAEHWUN
aHTuTen aHTn-Ro/SS-A w/wnn antn-La/SS-B ot matepum
nnogy. KnnHunyecku HeoHaTanbHas KB nposiBnseTcs Bbl-
CbINaHMaMMK, CXOXUMKU ¢ nogoctpon cdopmon KB, n pas-
BUTMEM 6n0OKag cepaua, KoTopble NOsSBAAIOTCA B NepBble
OHW N HE[Eenu XusHu pebeHka. XapakTepHo nopaxeHue
KOXW LieHTpanbHON 4YacTh nuua, nepmopbuTanbHbix obna-
cTei. Y HOBOPOXAEHHbIX AeTer MOryT Takxe Habnoaatb-
€Al reMonMTUYecKas aHemus, NenKoneHus, TPoMGoUNTo-
neHus, renatomeranus [35, 37].

Y nauueHToB C KOXHbiMU hopmamn KB Hepepko
BCTPEYAlOTCHA MEPEKPECTHbIe MPOSABMEHUS MOPaXeHUN
KoXu. B MmaclutabHOM MHOroLeHTPOBOM MCCe[oBaHuu,
npoeepeHHom C. Biazar n coasTt. (2013), oBe n 6o0nee
KNUHMYeckune dopmbl KoxxHon KB Habnoganucs y 34,6%
601bHbIX, ocTpas KoxHasa KB 6bina accouumpoBaHa
¢ anckongHon KB y 30,3%, ¢ nogocTpor KoxHon KB —
y 13,8%, ¢ OUCKOMOHOW U NMOAOCTPON KOXHon KB —
y 15,3% nauueHTos [38].

Mpun npoBegeHMn cucTeMaTUHECKUX UCCNepoBaHUmn
N KINUHWYECKMX UCMbITAHWIA NS OLEHKU AepMaTonornye-
CKOro crtartyca y 605bHbIX C KOXHbIMU cpopmamu KB wnc-
NONb3YIT MHAEKC TSXKECTU U PacnpoCTPaHEHHOCTU KOX-
Hon cpopmbl kpacHou BondaHkn CLASI (Cutaneous Lupus
Erythematosus Disease Area and Severity Index) [39].
Mcnonb3oBaHne nHaekca CLASI nossonsieT BbINOMHUTb
KOJNMMYECTBEHHYIO OLEHKY MPOSABIIEHUIN KOXHbIX hopm KB,

e T mi rq:)T
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Puc. 10. 3putema buetta

N3MepUTb NNoLLaab U TAXECTb NOPaXXEHUN, OLEHUTb -
hekTUBHOCTb MPOBOAMMON Tepanuu 1 CPaBHUTb AaHHbIE
pasnuyHbIX nccnegosaHnn [40].

Mpu KB mMoryT Ha6bnwogateca u gpyrune Hecneumdu-
YecKkume MopaxeHNs KOXWU U ee NPUAATKOB: remopparnye-
CKMe MATHa pasnnMyHon hopMbl U BEMUYUHBI (BCIeACTBUE
BacKy/MTa u ayToMMMYyHHOW Tpom6ouuTonaTum), Kanun-
NAPUTbI — MEJIKUEe rMnepeMmyeckue naTHa u TeneaHru-
3KTa3um Ha nopgyLleydkax nanbLeB PyK, HOFTEBbIX JTOXax
N OKOJIOHOITEBbLIX Banvkax, CeT4aToe NMBeao, NCHEPHEH-
HOCTb M JIOMKOCTb HOITEN, pas3sutme guddysHon nnm
o4arosom anoneuun, cuHgpom PenHo [41].

BepoaTHocTb passutusa cuctemHon KB cocTtasnsiet
00 90—100% npwu ocTtpon KB, 35—50% npu nogoctpomn
KB, okono 20% npu pacnpocTpaHeHHbIX hopMax XpPOoHU-
yeckon KB n He 6onee 5% npu noKann3oBaHHOM OUCKO-
naHon KB [6].

AuarHoctuka

HunarHoctuka KB ocHoBbIBaeTCs Ha XxapakTepHom Knu-
HUYECKOW KapTUHEe, NMCTONOrNMYECKNX N3MEHEHNAX U pe-
3ynbTatax MMMYHONIOTM4YECKNX TECTOB.

MaTtomopdonornyeckne N3MeHeHUs Npu pasnuy-
HbIX KOXHbIX popmax KB MOryT nmeTb CyLLEeCTBEHHbIE



otnuunsa (puc. 11). Onsa guckomngHo KB xapakTepHbl
M3MeHeHUs anugepmuca B BUMAE rmnepkeparosa, ycu-
nusaroLerocsa B 06nactn ycTbeB BONOCAHbLIX (PONIN-
KYJIOB M MOTOBbIX Xenes3, atpodunmn, BaKyosibHOW fe-
reHepauuun 6asanbHOro Cros, yTonweHusa 6a3anbHon
MeM6paHbl; B AepMe OTMevaeTcsl OTEeK U paclumpeHune
COCYy[,0B COCOYKOBOIO CNnosi, 06pasoBaHue npevmyLle-
CTBEHHO NNUMMAOLNTAPHBIX MHUNLTPATOB BOKPYr CO-
CyA0B U NpMOaTKOB KOXU, 6a3odunbHan aereHepauns
KonnareHa, oTnioXxeHus MyuuHa. Npu nogocTpon Kox-
HOM dhopme KB nameHeHnss MeHee BbipaXKeHbl: B 3Mu-
JepMuce runepkepartos3 HabnogaeTcs TONbKO B o6na-
CTW YCTbEB BOMIOCAHbIX (POSIMKYNOB («DONNNKYNAPHbIE
npo6kn»), atpochmsa 1 Bakyonusaumsa 6asanbHbIX Kepa-
TMHOLWTOB NPOSBASAIOTCA B MEHbLLUEN CTENEHW; B Aepme
BCTpeyvarTca nuMmdounTapHble MHOUNbTPATbl HE3HAYM-
TeNbHOM NAOTHOCTU, NPEVNMYLLECTBEHHO B COCOYKOBOW
yactun gepmsbl. Mpn rny6okon KB anngepmnc u gepma
MOryT He BOBJieKaTbCs B BOCNanuTesnbHbIA npouecc.
OcHOBHblE M3MeEHEHMA HabnwgakTca B runogepme,
roe npouecc Ha4ymMHaeTcsi ¢ NOGYNAPHOro NaHHUKynuTa
C nocnegywoLnM BOBSIEHEHNEM cenTalibHbIX Neperopo-
JOK. ['uctonornyeckne U3mMeHeHus npu onyxonesup-
Hon KB xapakTepusyTcs (dOpMUPOBAHMUEM MOTHbIX
JepMarnbHbIX MepUBacKyapHbIX U NepuagHeKcanbHbIX
nuMmdoumTapHbIX MHUNBTPATOB, a TakXe 3HaAYUTENb-
HbIMW OTNIOXEHUAMW MyLMHA MeXAY KOofnareHOoBbIMU
BOJIOKHaMM AepMbl, NPy 3TOM 3MMAEPMUC OCTAETCH WH-
TakTHbIM [35, 42].

Mpn npaMomM MMMYHOMIIOOPECLIEHTHOM UCCnefoBa-
HWUM BuonTata KoOXun U3 o4aroe NOpaxxeHU B 30HE 3Mu-
AepMO-AepMarnibHOro COYIeHEHUs BbIABMAOTCA KPYMNHO-
rno6ynsipHble OTNOXeHUs MMMyHornoéynuHos IgM/IgG
N KOMMNSIEMEHTA — MONOXUTESIbHBIA TECT «BONYAHOHYHON
nonocku». Y 605bHbIX cucteMHon KB 3ToT TecT MoxeT
6bITb MOSIOXUTENBHBIM U Ha y4acTKax HernopaKeHHoMn
KOXW. HeobxoanMo y4uTbiBaTb, YTO MOJSIOXUTESbHbIE
pe3ynbTaTtbl TecTa He ABNA0TCA cneundundHbiMn ana KB
W MOryT HabnaaTbca Npu gpyrux gepmarosax, y 30opo-
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BbIX JIIOAEN Ha y4acTkax, MogBeprmnxca AanTesibHoMy
CONMHEYHOMY 06ny4yeHuto [43, 44].

Jla6opaTopHble uccnegoBaHns KPoBU NMPU BCEX KOX-
HbIX popmax KB gomkHbl BKNHOYaTb KINUHUYECKUA aHa-
M3 KPOBM N MOYM, onpedeneHne psga 6rMoXMMUYEeCcKnx
nokasaTtenen: anaHwH-, acnapTaTaMmHoTpaHchepassl,
y-rnytTaMmunTpaHcnenTuaasel, LWenoYyHon docdarassbl,
MOY€EBWHbI, KpeaTuHuHa, C-peakTMBHOro 6efka; uMMmy-
HOMOrMYecKme TeCTbl: Ha aHTUHYKNeapHble aHTUTena —
ANA (Npu NONOXUTENBHOM pedynbTaTe UCCNEenyTCs aH-
TUTENa K aKcTparmpyeMomy siaepHomy aHtureHy — ENA
n k asyxuenoyeyHon AHK — aHTu-dsDNA), aHTuTena
K HykneonpoTeMHam — aHTU-Ro/SS-A un aHTn-La/SS-B,
aHTUdocdonMnuaHele aHTUTena (MeToaomM MMmyHodep-
MEHTHOrO aHanuaa, peakuun npeuunuTauum ¢ Kapamonm-
nuHoBbIM aHTureHom — VDRL) [45].

Mpn KoxXHbIX chbopmax KB mMoryT BblpabaTbiBaThCA
aytoaHTuTena. Y 6onbHbIx guckongHon KB Habnogaet-
cs o6pasoBaHue aHTuten aHtTu-Ro/SS-A, aHTu-La/SS-B
n anTu-annexin-1 [46]. Y 60AbLUNMHCTBA NaLMEHTOB C Noa-
OCTpOW KOXHOW chopmori KB BbisiBnstoTcA aHTM-Ro/SS-A
(70%), ANA (60-80%) n aHTK-La/SS-B (30—50%) aHTuTE-
na [38, 47]. MNMpu nposegeHnn audpepeHumansHon gma-
FHOCTUKM BaXHO Y4YuUTbIBaTb, YTO A8 cuctemHon KB xa-
pakTepHO HanMymMe aHTUTen K 3KCTparmpyeMomy snepHo-
My aHTureHy Sm (Smith) — aHTU-Sm 1 nonoxuTensbHble
TecTbl Ha aHTU-dsDNA [45].

JleueHne

OcHoBHas Lenb hapmakoTepanum KB — goctumxeHne
pemuccun 3abosieBaHusS.

Mpn nokanusosaHHbLIX hopmax anckomaHon KB po-
CTaTO4HO NMPUMEHEHUS TONIbKO HAPYXXHOIO neveHus. Y na-
LMEHTOB C pacnpocTpaHeHHbIMK DOpMamMm GUCKOUGHON
n nogocTpown dopmori KB oTmevaeTca 6onee TopnmagHoe
K Tepanuu TeyeHue. [na CUCTEMHOrO NeYeHUs KOXHbIX
¢opm KB npenaparamu Bbi6opa SBAAIOTCA NPOM3BOAHbIE
XWHONWHA: XJIOPOXUH, TMOPOKCUXIOPOXUH, aKpUXUH. [n-
OPOKCUXITOPOXUH HasHa4alT B fo3e 6,5 Mr/kr B CyTKu

Puc. 11. Jlokanusaums nMMOLMTapHOro MHGMbTPATA B KOXKe Npu pasnnyHblX goopmax KB:
| — ocTpas KB; Il — nogocTpas koxHas KB; Il — guckougHas KB; IV — rny6okas KB; V — onyxonesugHas KB
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KypcoMm 2 mec. Y 75—95% nauumeHToB ¢ KB oTMeyvaeTcs
XOPOLUNIA TepaneBTUYECKUn SPAEKT OT NPUMEHEHUS TU-
ApokcuxnopoxuHa. MNpu HepgocTaTo4HOM 3PDEKTUBHOCTHU
OONOMHUTENbHO HasHavaT akpuxuH 100 mr/cyT. Okono
70% 60nbHbIX KB, pedpakTepHbIX K TMOPOKCUXITOPOXUHY,
0TBEYalT Ha KOMOUHALMIO TMAPOKCUXITIOPOXMHA C akpu-
XWUHOM. XNOPOXMH NPUMEHSIOT B fo3e 3,5 MI/Kr B CYTKMW.
Mpn npueme aHTMManApuUiHbIX NpenapaToB 4-aMUHO-
XVHOJSIMHOBOrO psiia B CBA3W C BO3MOXHbLIM pasButuem
petuHonaTum (0,4% cny4aeB) HeO6Xo0AMMO 2 pasa B rof
NPOBOAUTbL OCMOTP 60bHbIX Y OdhTanbmonora, BKo4as
nccnepoBaHne rnasHoro AHa, PerynspHo ocyLlecTBAATb
KOHTPOSb NlabopaTopHbIX nokasartenemn [22, 48—51].

K npenapatam BTOPOM NUHUW B JNIEYEHUWN KOXHbIX
dopm KB oTHOCATCS [ancoH, peTMHOMAbI, MeToTpeKcar.
JancoH ahdeKTnBEH y 60MbHbIX, PE3UCTEHTHBLIX K aHTU-
MansipuiHbIM npenaparam [52]. MeToTpekcar HasHa4arT
B fo3e 7,5—25 mr B Hepento. CUCTEMHbIE peTMHOUAbI

(0,2—1,0 mr/kr B cyTkn) npyu KB nokasaHbl Npy Hanu4mm
BbIP@XXEHHOrO runepkeparosa (OMCKOMAHas, BeppyKos3-
Hasa KB) [28]. Jleyenune 6ynnesHon KB nposogat npena-
paToM JancoH, yrHeTalLWwmM MUrpaumio HEUTPOUIbHBLIX
NEeNKOUMTOB, U CUCTEMHBIMU TMHIOKOKOPTMKOCTEPONZaMMn
(TKC). Mpn nx HeadEKTUBHOCTM HA3HA4AIOT PUTYKCU-
mab B no3e 1000 mr 1 pas B 2 Hep,. [53, 54].

Onsa HapyXHon Tepanun KoxXHbIx chopm KB ncnonb-
3ytotca Tonndeckne NKC n MHrMbuTopb! KanbunHeBpUHa
(Takponumyc, numMekponumyc). APPEKTUBHOCTb NpUMe-
HeHus HapyXHbIx FKC o4eHb BbicoKas n coctaensaeT 88%
[38]. Tonnyeckne MHrMOUTOPBLI KanbUUHEBPUHA Lieneco-
o6pa3Ho HasHa4vaTb nNpu HeaddekTnBHocTn MKC, noka-
nM3auum BbICbINaHUM Ha Koxe nuua [52, 54].

Bcem 60nbHbIM KB pekoMmeHayeTcs 3KpaHupoBaHue
KOXU OT Y®-fiydert ¢ NOMOLLLIO Ofexabl U NPpUMeHeHns
hOTONPOTEKTOPHBIX KPEMOB (C haKTOPOM 3aLUMTbl OT COJ-
HeuYHbIX Nydent SPF > 50) 1 oTkas oT kypeHusi [54]. '
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