KPACHAA
BOJIYAHKA:

B3rnA4 AepPpMaTOJ10la




BonyaHKa KpacHaA
(lupus erythematosus) — rpynna
BOCMa/UTe/IbHbIX 3a60/1€BaHUM
COeAINHNTE/IbHOUN TKAaHU, UMEIOLLNX
ayTOMMMYHHbIN NaToreHes,
XapaKTEPU3YIOLWMXCA LUIMPOKUM CMEKTPOM
KNUHUYECKNX NPOABIAEHUN OT KOXKHbIX A0
¥ TAXKENbIX CUCTEMHbIX, MEXAY KOTOPbIMM
BO3MOXHbl NnepexogHble ¢opmbl




*[1pn CUCTEMHOW KPAaCHOW BONYAHKE
B 80—90% cnyyaeB HabatoaatoTCA
NOPaXKEeHNA KOXKM

* KOXHble (MHTerymeHTHble) pOpPMbl KpaCHOM
BO/IYaHKWM BCTPeYatoTcA B 2-3 pa3a vYalle CUCTEMHDbIX

* [lopaXeHne KO NPU KPacHOU BOJIHAHKE
XapaKTepusyeTca 3Ha4YUTENIbHOU reTepPOreHHOCTbIO
NpoABAEHNN

* CUCTeMHble NopaXKeHnA MOTyT pa3BUTbCA Yepes
HECKOJ/1IbKO NeT Noc/sie Hayana KOXHOW BONYAHKMN,
yalle B TedeHue 2-3 fieT, Yalle y *KeHLWMmnH



2NMMAEMNONOTINA

* 3a6oneBaemocCcTb KOXHbiMK dopmamm KB B
Espone n CLLUA — 4,0-4,3 cny4aa Ha 100000 Hac.

e 3abonesaemoctb cuctemHom KB — 0,9-3,1
caydaa Ha 100000 Hac.

 InckongHaa KB — nuk 3abonesaemoctu 20-40 net, m : )k — 1 : 2-3

* OcTpan KoxXHaa KB — nuku 3abonesaemoctn 11-12 n 30-40 nerT,
M:XK—1:6

* [lopocTtpas KB — nuK 3abonesaemoctn 40-45 netr, m: k—1:4

* CuctemHasa KB — nuk 3abonesaemoctn 20-30 net, m : >k — 1 : 10

e inckonaHon n cnctemHom KB yaule 60netoT TEMHOKOXKMUE,
noaocTpon — benble



ITUONOIuNA

* EcTb HacneacTBeHHAA NPeAPaACNONOKEHHOCTb
(BporkaeHHble AedeKTbl UMMYHOPEryaaLmu,
anonTo3a), urpatot poab 6bonee 25 reHos

Mposouunpyrowme ¢paKropbl:

* YOO, anntenbHoe npebbiBaHWe Ha CONHLE, MOPO3€, BETpE
(pabOTHMKM CeNbCKOro X03aMcTBa, pblbakun, ctpontenn), ocobeHHo
v any, c | n Il oTtoTUNnamm Koxxu

° MPMEeM HEKOTOPbIX JIEKAPCTBEHHbIX MPenapaTos

° Ha/IMYMe 04aroB XPOHNYECKOW MHDEKLIMU, BUPYCHbIE MHPEKL NN

° UI3MEHEHME YPOBHA 3CTPOreHoB (poabl, abopTbl, OpasibHbIE
KOHTPaLEeNnTUBbI)

° TPABMbl KOXMU

° KypeHue



NPEMNAPATbI, NPOBOLUUPYIOLUUE
PASBUTUE KOXXHOU KPACHOW

BO/THAHKHW

* TepbnHaPuH

* IHrIMbnTOpbI PaKTOPA HEKPO3a ONYXOAU-O

* AHTUKOHBY/1IbCAHTLI

e HMBC

* NIHrIMOUTOPbI NPOTOHHOM MOMIMbI

* bAOKaTOpPbl KaNbLMEBDLIX KAHANO0B

* UIHTIMOUTOPbI aHTMOTEH3UH-
npespallatoulero pepmeHTa

* B-6n0KaTOpPOLI

e ledbnyHomua n ap.




MATOIEHE3

* [Tp KB MMMYHHbIN OTBET HanpaBaAeH NPOTUB
HYK/1€eoNnpPoOTEMHOBbIX aHTUIFeHOB (KOMMIEKCOoB
HYKNEUHOBbIX KNCNOT 1 6enKkos)

* JHOOreHHble HYKN1eonpoTenHOBbIE KOMMIEKcbl 0b6pa3ytoTcs B Xxoae
anonTo3a 3NUTenoLumTOB

e Bo3aencteue YOO, BUPYCOB 1 N€KapCTBEHHbIX NPenapaToB YyCKopaeT
npouecc anonTo3a

* HykneonpoTeMHOBbIE QHTUTEHbI KOHLUEHTPUPYIOTCS B
anonTOTUYECKUX Te/IbLLAaX, KOTOPblEe CTAHOBATCA MULLEHbIO AA
ayTOaHTUTEN

* AHTUTENA K HYKNeonpoTenHam N HYKIeMHOBbIM KUC/IOTaM —
aHTUHYK/NeapHble aHTUTeNa



MATOIEHES

TPUITEPHDIE FTEHETUYECKWN AETEPMUHUPOBAHHbIN
GAKTOPbDI AEDEKT PErY1AUUUN UMMYHHbIX
PEAKLUI, ANOMTO3A

v
ANCPErynauma UMMYHHOIO OTBETA
! v

TMNEPAKTUBALMUA B-TUMOOLIUTOB [~ CTUMYNAUUA T-TUMOOLINTOB

v

\ 4

rTMNEPNPOAYKLMA AKTUBALMA
LIUTOKMHOB KOMMJEMEHTA

HEKOHTPO/IUPYEMAA NPOAYKUUNA AHTUTE/
MPOTUB HYKNTEOMNPOTEUHOBbLIX AHTUTEHOB

!
OBPA3OBAHUE UMMYHHDbIX
KOMNJIEKCOB

\ 4 A 4

UMMYHHOE BOCMANEHUE B TKAHSX,
YCUNEHHbIN ANONTO3




KJNACCUDUKALUA

* MKB-10: L93 — KpacHaa Bon4aHKa
L93.0 — [lInckonaHan
L93.1 — lNopocTpan KoXHaA
L93.2 — [lpyraa orpaHMYeHHaAnA
M32 — CnctemHaa KpacHaa BO/IYAHKaA

TPAAULUMUOHHAA OTEYECTBEHHAA KNNACCUDPUKALINA KPACHON
BO/THAHKMW:

—

e lnckonaHaa
e lnccemmHnpoBaHHan  KoXHbie (MHTerymeHTHble) GopMbl
e [nybokasn

e CuctemHas
HenocTaToK: OTCYTCTBYIOT YETKME KIMHUYECKUE N naToMmopdonornyeckme
Kputepumn aeneHma KB Ha AUCKOUAHYIO U ANCCEMUHUPOBAHHYIO



KJTACCUPUKALNA

l. KOXXHAA (MHTEFTYMEHTHAA) KB

* XpoHu4yecKkana KoXXHana KB
— anckongHana (80—85%)
— runepTpodunyecKas (BeppyKko3Has)
— rnybokas (ntonyc-naHHUKYANT) "
— onyxonesnaHaa (tfymuaHas) 1. CUCTEMHASA KB b
— 03HObNeHHaA [eTYNMHCOHA i“

— KB camsuctbix obonoyek

— nuxeHouaHasn (no Tuny KMJ — LE/LP overlap syndrome)

* MoaocTpan KoXXHaAa KB

— ncopuasmndopmHan (manynockBamosHas)
— Ko/sibueBuAaHaA (nonnumKkanyeckas)

— bynnesHasn

— no Tuny M33 (cnHapom Poyanna)

— 3PUTPOAEPMUNYECKAA

* OcTpasa KoXXHafAa KB

— NNOKanmn3oBaHHana (LeHTpobexHan sputema buetra)
— pacnpocTpaHeHHan
— nogo6bHaA TOKCMYECKOMY aNnaepmMmasbHOMY HEKPON3Y



KPACHAA BO/TYAHKA

[NYBOKAS
KB (LEP)

~

@omn KB (ACLE) 4
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XPOHU4YECKAA
KOXHAA KPACHAA
BOJ/IYAHKA
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ANCKONOHAA KPACHAA BONTYAHKA
(discoid lupus erythematosus, DLE)

— NNOKa/In3o0BaHHaA — 70%
— pacnpocTtpaHeHHaa — 30%

XapaKTepHa Tpuaaa KAMHUYeCKUX
CMMNTOMOB:
* IpUTEMA = MHPUNBLTPUPOBAHHbLIE
6NALWKN
e Kepato3 GONNNKYAAPHDBIN =
PA3/INTOU
* PybuoBasa atpodusa

+ INCXPOMMUA
+ TeNeaHrnaKTasnm




EanHuYHbIE (perke
MHOKEeCTBEHHbIE), YETKO
OYepYEHHbIe KpYrable Uau
OBaJ/IbHbl€ 04Yarn spuUTEMbI

MeanneHHO yBean4nBatoTCA B
pa3mepax, UHOUNbTPUPYIOTCA U
npeBpaLLAOTCA B BO3BbIWAaOWMeECA
LI

LleHTp o4ara 3anagaet
CyObeKTUBHbIE OLWYLEHWUS, KaK
NpPaBuI0, OTCYTCTBYIOT, HO MOXXET
6biTb HEO6OIbLLIOW 3yA N NAapecTe3snn

XapaKTepHO AnunTenibHoe
peunamBupyrollee TeyeHue C
0b60CTPEHNAMM NPEUMYLLLECTBEHHO
BECHOM U 1IeTOM




B ueHTpanbHOM YyacTn badwek
NOABNAETCA CHAYyaNa
GONNUKYNAPHBIN, @ 3aTEM
CNAOLWHOWN KepaTos




CumnTom
Mellepckoro—







PybuoBasa atpodus
KOXWU, Ha ee doHe —
TeNeaHTn3KTa3nm
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Ancxpomua B oyarax — rmMnonUrmeHTaumsa B LLEHTPE,
B 30He pybLuoBOM aTPOPUM U TMNEPNUTMEHTUPOBAHHbIN
BEHYMK Mo nepudepumn (ABYXKOHTYPHbIE oYaru)
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LRIAGE
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* EAMHUYHbIE o4varu
MHPUNBTPUPOBAHHON
3pUTEMBI PA3/IUYHbIX
oyepTaHuM,

C WenyweHmnem

e Quaru MMeroT TeHAEHUMIO K nepudeprnyeckomy pocTy &
N CANAHUIO

e [lpu paspelLleHnn ocTaeTca pybuosas asoneyms,
TeNeaHrnMIKTa3nM N Y4aCTKM TMMNo- U
rmnepnurmeHTaumm

e XapaKTepHO Ha/n4yme B o4arax anoneLmmn y4actkos

C COXPaHUBLLUMMUCA BOIOCAMMU




<
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BO/TYaHOUYHbIN XeUnuT

Cnerka UHPUIbTPUPOBAHHbIE
BULLUHEBO-KPACHble NATHA
N 6NALWKU

[MOKpPbITbl HEOOIbLLINM
KOJIMYECTBOM CEPOBATLIX,
TPYAHO YAANAEMbIX YeLlyeK

Ouyaru BbIXOA4AT 3a npeaebl
KPAaCHOM KalMbl Ha
OKPYKAIOLLLYIO KOXKY ry6

BbiCblNaHMUA CKNOHHbI
K3PO3NPOBAHUIO

25



PacnpocTtpaHeHHan
ANCKONAHaA
KpacHaA BONIYaHKaA




OUCKOUAHAS
M  KPACHAA
BO/TYAHKA

e [porHo3 AnAa *XnU3Hu 6naronpmUATHLIN

* [locTeneHHO B UEHTpe baAalek
dbopmupyeTtca A0BOILHO rpybasa pybuoBas
aTpoPua - KoCMeTU4ecKkumn aedekxt

e Ha KOXe BOJIOCUCTOM YaCTU roN0oBbl —
pybuoBas anoneuus

e Oyaru nopakeHua meaneHHo
YBE/IMYMBAIOTCA B pa3mepax

* ¥ 3,0-3,5% nayneHToB BO3MOXHO pa3BuTtme
NIOCKOK/IETOYHOrO pakKa

27



A N

e Tax
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BEPPYKO3HAS
(TMNEPTPO®UYECKASA) KB

* O4MHOYHbIE, 3HAYNTENbHO
BbICTyMatowme Hag YPOBHEM KOXMK
O6NALWKM C BblpaXKEeHHbIM KEPATO30M
M 6opoaaB4YaTON NOBEPXHOCTbIO

 Hanbonee yactaa nokanmnsayma —
NNL0, TbiZIbHAA NOBEPXHOCTb KUCTEWN,
pa3rnbaTenbHble NOBEPXHOCTHU
npegnneynm u niaey

* MoXeT co4yeTaTbCA C NPOABAEHUAMM
anckonaHoun KB, yto obneryaer
ANArHOCTUKY

* Pe3nuCTeHTHa K Tepanuu

29



[NTYBOKAS KB
(NHONYC-
NKYNINT)

OANH NN HECKO/IbKO BONE3HEHHbIX, MAOTHbIX, MOABUXHbIX Y3/10B
Y3/1bl NOYTW He BO3BbILIAIOTCA, YETKO OFPAHMUYEHDI, HE CNasHbI,
MOTYT U3bA3BNATLCA

JloKanunsyTca accumeTpuyHo B obnactu amua, Wwewn, nieuy,
MOJIOYHbIX Kenes (ntonyc-macTtut), beaep n aroau,

Mocne pa3speleHna — atpodoaepmua nnm rpybole BTAHYTbIE
pybubl (Npu n3ba3BAEHUN)

MoKeT coyeTaTbCa C NPOSABAEHUAMM AUcKonaHomn KB

Y 1/3 60nbHbIX 06HapyKmnBatoT AHA



TYMUOHAA KB

 Penkasa dpopma
XpOHUYeckomn KoxxHou KB

* [lnoTHblE
YPTUKaponoaobHble
nanynbl u 6AAWKK OT
PO30BOro A0 CUHIOLIHOTIO
LLBeTa "

HenpaBW/bHbIE O4epPTaHMA, YETKUE FPaHULbI
* bnectawan NoBepPxXHOCTb
° B 30Hax, noaBep*KeHHbIX MHCONALMN — BEPXHAA
4acTb FPyAu, CMNHbI, NAeY, Wen, 1Mua
 MoryT cnoHTaHHO beccneaHO pa3pellaTbca Yyepes
HEeCKOJ/IbKO Heaelb NN NepcUcTMpPoOBaTh
e ObocTpeHmnAa — 0BbIYHO eXKeroaHoO B BECEHHe-
NeTHUWN nepuopa nocne npebbiBaHMA Ha CONHLE,
peuuanBbl BbICbIMAHU Ha TEX Ke MecTaxX



O3HOBJIEHHASA KB
(chilblain lupus J. Hutchinson)

Peakasa dopma XpoOHUYECKOU KOXKHOM KB
[TpoBOUMPYIOT HU3KAA TemnepaTypa U BAaXKHOCTb

CUHIOWHO-KpPacHble nanynbl

M BNAWKN HA OTKPbITbIX
y4aCTKaX U AUCTa/IbHbIX
oTAeNnaxX KOHEYHOCTEWN:
nanbuUax KNCTEWU, CTON, YLIHbIX
PAaKOBMHAX

CywecTByoT ANNUTENbHO,

He 3aBUCAT OT BpemeHu roga
BO3MOXHO n3bAaA3BaeHUE,

noAB/eHne BepPPYKO3HbIX - f
v . 2 MARC Y
pa3pacTaHum, AR % .\ LargEGUE !

TeNeaHTrMIKTa3nmn



KB CZIUSUCTbIX OBOJIOYEK

MoXeT pa3BnBaTbCA OAHOBPEMEHHO NN
npeALlecTBOBaTb MOPAXKEHUIO KOXKMU

Yawe nopaxaetca cansmnctas ob6os04ka pta (HEDO,
LLLEeKK, NnpeaaBepue pta), pexe — nosiocTb HOCa,
reHUTa/IMN, KOHBIOHKTMBA

CyXOCTb CAM3NCTON 0D0N0YUKMN,
¥¥KeHue, 6onb, ocobeHHOo oT
ropayer n ocTpoun NULLK
CUHIOWHO-KpaACHble NATHA,
nany/ibl CO C/IerKa BO3BbILLEHHbIM
benecoBaTbiM BEHYMKOM,

peaKko — ny3blpu

BO3MOXHO pa3BuUTUe 3p03nin u
A3B, 0COOEeHHO Ha TBepaOM HEbe
PaspelueHune BbiCbIMaHUN —

c dbopmupoBaHmem pybua

nnun pybuosoun atpodum







<

NMOAOCTPAA

KOXHAA KPACHAHA
BOJ/IYAHKA
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KOXXHASA KB

* (subacute cutaneous
@ |upus erythematosus,
SCLE)

e OTeYyHble, cnerka MHOUNLTPUPOBAHHbIE
BOCMA/INTE/NIbHbIE Nany/bl, pacTywme
no nepudepun, chnBaroLlmecs,
C LeHTPa/IbHbIM pa3peLlleHneM
&£ 8 o QONNNKYNAPHOTO KepaTo3a HEeT, YEeLlYUKU
! JIerKo cocKabamsatoTcs
* PybuoBana aTpodpua KOXKKM OTCYTCTBYET UNU
Bblpa*Ke€Ha MUHUMAJIbHO

+ nocne paspeweHnsa — CTOUKas
NMUIMEHTaUKUA C TeNeaHIMIKTa3naMMm

XapaKTepHa BblparKeHHaA
$OTOUYBCTBUTENBHOCTD!



SN 0 OCTPAS
» KOXHAA KB

Yawe Bcero maHudectupyer
nocne sosaencrtausa YOO

B 1/3 cnyyaes — cBA3b C
MPUEeMOM JIEKapPCTBEHHbIX
npenapaTos

BbiCcbiNnaHMA 0ObIYHO
JIOKA/IN3YIOTCA HA
noABep*KEHHbIX MHCONALUNN
Y4aCTKaX KOXW, HO INLO, YLIHbIE
PAaKOBUHbI U BOJIOCUCTAA YaCTb
ro/10Bbl NOpaXKakTca peaKo

BO3MOHbl CMOHTaHHbIE
PEMMUCCUU, HO YaLlle TeyeHue
XPOHNYECKOE NN XPOHUNYECKN-
peunanBmupyoLLee
O60CTpeHna NpenmyLLeCTBEHHO ‘.
BECHOM 1 1eTOM 3\} "
@w‘




MOAOCTPAA KOXKHAA KB

* B 50% cny4yaeB MMEOTCA YMEPEHHO BbiparKeHHble
NMPU3HAKMN CUCTEMHOTIO npoLecca:

obLas cnaboctb, HeagOMOraHme

apTpPanrmm: CUMMETPUYHbIE, MPEUMYLLECTBEHHO
B MENIKMX CyCTaBax KMCTEeM N ly4e3anaCcTHbIX U Ap.;
apTPUTbl — peaKo, meHee, Yem y 2% 60nbHbIX

no4ykun, UHC, cepo3Hble 060104KHK B
NaTONIONMYECKMUM NPOLLECC HE BOBJIEKAIOTCA

naHumMtToneHuAa, nosbliweHne CO3 n apyrmx
ocTpoda30BbIX NOKa3aTesen, BbICOKUN TUTP
aHTUHYK/1IeapHOro ¢akTopa, HaAn4Yne aHTUTenN
K agsycnupanbHon AHK un ap.

* [IporHo3 npu [MKB oTHOCUTENBHO BAATONPUATHBIN
* Y 10% — Taxkenaa CKB



NMcopuasndopmHasn
(nanynockBamo3sHasn)
noAaocTpas KoXXHasf
KB

* Ha noBepXHOCTU Nany/s — MNJIOTHO
cmasawme Yyewymnku

° CyObEeKTUBHbIX OLLYLLLEHUW, KaK
npaBu/io, HET, HO MOXKeT bbITb
Hebonbwom 3y,

* Ha HUMKHUX KOHEYHOCTAX
BbICbINAaHMA YaCTO UMEoT
remopparn4yecknMm KOMMNOHEHT
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KonbueBnaHana (noanumMKanyeckas)
noaocTpan KoXKHana KB







bynnesHaa nogocrpaa KoxkHaa KB

e OyeHb pegkasa popma, CBUAETENBCTBYET O BbICOKOM aKTUBHOCTM
3aboneBaHunA

* [lopa)XeHne ayToaHTUTElaMN BONIOKOH KonnareHa Vil tmna

B 06n1aCTV aNuaepMo-4epMasibHOro coeANHEHUS

£

L

 HanpsKeHHble ny3blpn Pa3/IMMHOIO
pa3mepa C CEPO3HbIM COAEPHKNUMbBIM

 Ha BHelUHEe He U3MEHEHHOM KOXKe Unun
Ha POHEe 3pnUTEMDI

* [MpenmyLLecTBEHHO Ha y4YacTKax,
noaBepraroWmxca MHCONALUN

e MoryT nopa)aTbCs CAN3NUCTbIE
060104KM

* [locne paspelwseHna —
rTMNEPNUIrMEHTUPOBAHHbIE NATHA UK
pybub

* YacTto conpoBoOXAaeTca CUCTEMHbIMMU
NPOABJIEHUAMM 43






CTPAA

KOXHAA KPACHAHA
BOJ/IYAHKA
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OCTPAA KOXHAA KB

(acute cutaneous lupus erythematosus, ACLE)

[louTn BCcerga ABNAeTCA NPOoABIEHUEM

CKB, KoTopasa maHudectmnpyet
C nopaxeHua Koxxu B 70-85% cnyyaes

Ecam oTcyTcTBYET CTOMKAA
CUMMETPUYHAA SpUTeMa inLa B BUAE
«6aboYKM» Ha HOCY U LLEKax, 3TO
3aTpyaHAaeT agnarHoctuky CKB

«baboyka» MOXKeT Ha HECKONbKO
MecCALEeB M JiIeT npeaLecTsoBaTh
apyrum cmumntomam CKB
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LEHTPOBEXKHAA SPUTEMA BUETTA

(noBepxHocTHana KB)

e OTe4yHas apMTEMA PO30OBOrO U/IN CUHIOLIHO-KPACHOrO LBeTa
C YETKMMMU FPpaHmLaMMU
e Oyarm cCMMMeTPUYHbIE, JIOKa/JIM3YIOTCA Ha CMMHKE HOCa U LeKax




COLLECTION . s
MARC G e et o
Y 3 g COLLECTION

LARREGUE T MARC
_ / - - b o\ LARREGUE




Lupus malar rash

B npeaenax sputembl BO3MOKHbI
WwenyweHune, Meskme remopparmm
NHPunnbTpauma, GoNnnKyNApHbIN
KepaTo3 N aTpodUA KOXKM
OTCYTCTBYIOT

JdpuUTemMa pacnpocTpaHAaAeTCcA
LeHTpobexXHO, ovarn meaaeHHo
PacCTyT

[locne pa3pelueHna ocTaeTca
rmnepnmMrmeHTaumna

TeyeHne pnntenbHoe
peungusupyroulee
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PACINMPOCTPAHEHHAA OCTPAA KOXKHAA KB

(2
e R ==NT
4 ¥
-W e
3 _ .
¥ ) y . L%

 PacnpocTpaHeHHblie NATHUCTO-Nanyne3Hble
BbICbINAHUSA, 3P03UMN

e Ob6bIYHO NOABNAIOTCA NOCNE MHCONALUMN

* JpuTema un oTek nnua

e BO3MOXHO NopaeHne KPacHOM KaMbl
ry6, apo3nm n A3Bbl Ha CIN3UCTOMN
060n104Ke pTa, HOCA

° Jputema («KannnnapuTbl») Ha noayLeyKax
NnanbLEB, OKO/IOHOITEBbIE TE/IEAHTNIKTA3UN

 [Inddy3Haa, pexe oyaroBasa anoneuyms

* BbICbINaHMA pa3peLllatoTca, OCTaBAAA

HEe3HA4YUTEJIbHYIO TMNEPMNMUTMEHTAUNIO .






CUCTEMHAA
KPACHAA BO/THAHKA
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KJIMHUYECKUE MPOABJIEHUA CKB

e ObLme cumnTOMbI

° [ToparkeHna KoxXun — y 85-90% 60nbHbIX; XapaKTEPHO
nopaXeHue KoXu 1nmua

* [loparkeHns BHYTPEHHMX OPraHoB

* OcTpan
* [lopocTpan
* XpOHUYecKan



BAPUAHTbI NMOPAXKEHUA KOXU JIULA
MPU CKB

* Inddy3Haa NNoTHaAA OTeYHaA spuUTeMa /LA, LLEN, BEPXHEN
4YaCTU rPyan APKO-PO30BOro LBETA C YETKUMM FPaHULLAMMN,
HAaNOMMHAOLLAA POXKMNCTOE BOCNANIEHUE; BbIPAXKEH OTEK BEK

* HecTolKaa «nynbcmpyrowan» aputema ¢ LMaHOTUYHbIM
OTTEHKOM, YCUINBAIOLLLAACA NPU BO3OENCTBUU MHCONALMUM,
BETPa, BbICOKMUX M HU3KUX TEMNEPaATYP, SMOLMNOHA/IbHbIX
Harpy3ok

* TUNWYHbIE 04Yarn ANCKONAHOW KPAaCHOM BONYAHKMU
* LleHTpobexHan sputema bunetra






Ha nogyweykax nanbues, B 061acTu
OKO/NIOHOITEBbIX BAa/IMKOB —
3PUTEMATO3HbIE MATHA C CUHIOWHbIM
OTTEHKOM 6e3 YeTKUX rpaHunL,
TeNeaHrnaKTasuu, uHoraa —
MUKPOHEKPO3bl (KAaNUANApuT).
Pa3BuBatoTca oHuxoaocTpodun,
HepybuoBas anoneunsa — AndpdPysHasn

TenoreHoBad M rHe3gHan. c6






* Hecneundunyeckme nonmmopodHbIe BbICbINAHNA — rTMNEPeMUYECKME U remopparnyeckme
NATHA (BaCKYyAUT + ayTOMMMYHHaA TPOMOOLMTONEHMS), BONAIPU, B TAMKENbIX CTIyYaAX —
Ny3bIPU C CEPO3HbIM N FTEMOPPATNYECKMM COAEPKUMbIM, 3PO3MKU, MOBEPXHOCTHbLIE A3BbI 58



AnddysHoe noparkeHue
KPaCHOM Kambl ryb

C UHPUANbTPaUMen,
TeNEeaHTNIKTa3naAMM

N HE3HAYUTENIbHbIM
rmnepKkepaTo3om
6e3 aTpodpum




HECNELUNDPUYECKUE KOXHDIE
MPOABJIEHUA CKB

* HepybuoBasa anoneumna (amddy3Hasa nam oyaroas)
* CKnepoaaktTuamna
* KanNbUMNHO3 KOXKWU
 CeTyaToe nnBeno

e Backynut (nanbnupyemas nypnypa, YPTUKApPHbIA BAaCKYAUT, MO TUNY
y3€/IKOBOro nepuaprtepuTa)

* CnHgpom PenHo, sputpomenanrua

* [ly3blpHble BbiCbIMaHUA

* AHeTo4AEepPMUA

* BbiCbIMaHMA TMMNA MHOFOGOPMHOM 3KCCYAATUBHOM 3PUTEMDI
* BbIiCbIMaHMA TUMA KPACHOIo NJIOCKOro AnLas



Hepybuosasa andpdysHaa anoneuma npmn CKB
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NEPMATOCKONUA

Ha sputematosHom doHe —
[ XaOTUYHO pacnosoXkeHHble
§ % MHelHble Uan
M peTBALLMeECA COCyapl,
' y4yacTkm atpodum 6enoro
Wil useta, BonocaHble
¢ /I8 GonnuKynbl 3aNoNHeHbI
S Y porosbIMK Maccamm
}ix 41 | oKkpyKeHbl 6enecoBaTbim
42 BEHUMKOM, BUIHDI

N LY yewyiikun 6esoro LBeTa




AEPMATOCKOIMHA

MM — nanncapoobpasHana NUrMeHTaumA

BC — 6enble bnectawme cTpykTypbl (pybuosana atpodusa)

T — NMHEeNHble nnn BeTsBsALLMeEcA cocyabl (TeneaHrnakrasmm)
Y — Henble yelymnkm

KM — KepaToTMyeckme npobKu




OUATHOCTUKA

e XapaKTepHasa KAMHUYEeCcKana KapTuHa
* laTomopdonornyeckoe ucciegoBaHme
* Pe3ynbTaTbl UMMYHOJIOTMYECKUX TECTOB




OBLUHME NATOMOPPO/TOMMYECKUE
NMPU3SHAKW
* [MnepkepaTos

e ATpoduna snnaepmmca
e BakyonbHasa guctpodua 6a3anbHOro cnos
anngepmmca (Kpome TYMUAHOM U Wi iR
rnybokon KB)
* [ToBEPXHOCTHbIN NEPUBACKYNAPHbBIN

lMnepkepartos

Arpodua

M nepuanneHanKynapHbIN e P
AMMOOUNTAPHBIN NHOUNBLTPAT =
* YTonuweHune 6asanbHON membpaHbl e T

KepaTMHOUMWTOB

e PnbpnHoOMaHaA aereHepaums
coeIMHUTENIbHOW TKaHU U CTEHOK
KPOBEHOCHbIX COCY10B, YBE/IMYEHUE ik
MYLMHA B epMe bonnukyna

* MpU3HaKN MaKCUMa/ZIbHO BbipaXKeHbl
npu auckongHoun KB

MepuBacCKyNAPHDLIA U NepUanneHANKYNAPHbLIA
numdoumuTapHbii MHGUNLTPAT



. Atpodms in_mgepmuca

PaspyweHue .
nmobounTapHbIME T
MHGUAbTPaTOM ' N\
6a3anbHora
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NNokanunsauua anmdpoumtapHoro
MHPUAbTPATA B KOXKe NPU PasINYHbIX
dopmax KB

| — ocTpaa KB |l — nopaocTtpaa KB  |ll — auckonaHaa KB
IV — rnybokana KB V — tymmnaHasa KB
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METOA NPAMOMW
UMMYHO®/THOOPECLLEEHLIUU

BuonTaT 6epyT 13 oyara
nopaXeHUsa U U3 HeNoparKeHHOM
KOYXW 3aKPbITbIX Y4aCTKOB

[paHynApHblie/rnobynsapHble
OTNOXKEeHUA UMMYHOrNobyanHOB
(1gG, IgM n nHoraa IgA) n/vnu
komnnemeHTa (Cql, C3)

B 061acTm annaepmo-
NePMaJIbHOro CoOeANHEHUA
(mMoNoXKNTENbHbIN TECT
«BO/IYAHOYHOM MONOCKM», lupus
band test)




A

[lonocoBunaHoe

L oTnoxeHve IgG BAOND

i

&

nepmo-

aNnMaepmaszibHOro

coeiMHeHunsA

| (monoXKnTenbHbIN TECT
BO/IYAHOYHOM
NOJIOCKM) U B Aaapax
KNeTOK anmnaepmmca
(aHTUHYKNeapHble
aHTuTena) — CKB




MHTEPMNPETALUMUA PE3Y/IbTATOB TECTA
«BOTYAHOYHOU NO/TOCKU»

«BonyaHo4yHaA NonocKa» «BonyaHo4yHaa NonoOCKa»

B o4dre nopakeHuA Ha HEUM3MEeHeHHOM KoXe
XpoHunyeckaa KoxHaAa KB +++ -
[lopocTpaa KoXHaAa KB ++ +

OcTpan KoxHaa KB/

++ ++
CuctemHasa KB

YyBCTBUTENBLHOCTb TecTa — 60%

TecT HecneuudunueH: noboe GoToNOBpPEKAEHNE KOXKN NPUBOANUT K OT/IOKEHUIO aHTUTEN
B 30HE AepMO-3NMnAepMasbHOro coeiIMHEHUA —> NTOXKHOMONOXUTE/IbHbIN pe3yabTaT
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NNABOPATOPHOE OBCJ/IEAOBAHUE

 KnnHnyeckumn aHanuns Kposu
(maHUMTONEHUA, 3Ha4YnTEIbHOE noBbiweHne CO3)

e O6WwKMM aHANN3 MOUM
(NnpoTennypusa, apuTpoUnNTYpUA, LUANHAPYPUA)

 OnpegeneHne BUOXMMMUYECKMX NOKa3aTeNnen KpoBU
(ANT, ACT, y-I'TN, LLU®P, moyeBuHbI, KpeaTnHmHa, CPb)

* benok u 6enkosble PppaKUun: runeprammariodbynmHemus



JNABOPATOPHOE OBC/IEAOBAHMUE

* UMMmyHoANnornyeckoe obcnenosaHue:
A. Ha aHTUHYKANeapHbie aHTUTena (ANA), npu

NONOXUTENIbHOM pe3yabTaTe UCC/eayIoT aHTUTena:

— K apyxueno4vyeyHon AAHK (aHTM-dsDNA) — obs3aTenbHbi AMarHOCTUYECKUI
Kputepmmn CKB

— K Smith-aHTureny (aHtn-Sm) — cneunduuecknn mapkep CKB

— K uutonnasmaTtnyeckomy aHtureHy SSA/Ro (aHTn-SSA/Ro) — y 30-50%
6onbHbix CKB

— K uutonnasmatnyeckomy aHtureny SSB/La (aHTn-SSB/La) — y 20% 60nbHbIX
CKB

b. Ha aHTUdOCHoNUNUAHbIE aHTUTENA:
— BOJIYAHO4YHbIN aHTUKOoarynaHT (lupus anticoagulant, LA)
— aHTuTena K Kapgmonununy (anti-cardiolipin antibodies, aCL)
— aHTuTena K 2-ramkonpotenHy-1 (anti-p2GPI)



* ANA (antinuclear antibodies) — cemenctso
ayToaHTuTen (bonee 100), B3aMmoaemnCcTBYOLLLNX
C HYKNeonpoOTENHOBbLIMWN QHTUTEHAMMU;
BCTpeyatoTca 6bonee yem y 90% 6onbHbix CKB

* TepMWH aHTUHYKANeapHbiU PakTop (AHD) ob6beanHAeT TecTbl
ANA CKPUHUHroBsoro sBbiaBneHnA AHA, OCHOBaHHbIe Ha meToAe
Henpamon nmmyHodbntopecueHumnmn (HPUD)

 AHA BbIABAAIOT 32 CHET UX CBA3bIBAHMA C KNETKaMU NepeBnUBaEMOU
KNETOYHOW IMHUU 3NUTENNANbHbIX KNeToK YenoBeka HEp2

* AnntTennanbHble KneTtkn HEp-2 BbipallMBaAOT Ha CTEKNAX,
OUKCUPYIOT N MHKYOUPYIOT C pa3BeaeHHOM CbIBOPOTKOU KPOBU
NnaumMeHTa, 3aTeM KNETKN MHKYOUPYIOT C MEYEHHbIMMU
datoopecuenmHOM aHTUTENAMMN N UCCNEAYIOT C MOMOLLLbIHO
bNOOPECUEHTHOrO MUKPOCKONA



CopepraHue aHTUTEN OLeHUBAIOT
B BUAE TUTPA CbIBOPOTKMU:

e InarHoCcTMYeCKN 3HaYnMbIN TUTP AHD > 1:160

* Tutp AH® < 1:80 — TecT oTpMLUATENbHbIN

* AH® B TUTpe 1:80-1:160 morKeT oTmedaTtbca y 1-5% 300poBbIX
noaeu

e AH® B TTpe 21:320 yKka3biBaeT Ha CKB, npu obocTpeHnun oH

npesbiwaeT 1:640, a B nepmnoa pemumnccmnmn cHnuxaetca ao 1:160-
1:320; TMTp cHUKaeTca npu 3pPeKTUBHON Tepannm

* Kpome TUTPa CbIBOPOTKU, NPU NONOKUTE/IbHOM pe3y/ibTaTe TecTa
ONMCbIBalOT TUN cBeyeHua aapa (ana CKB xapakTepeH romoreHHblin,
rPAHY/IPHbIN U NepUPepUYeCcKmnm TUnbli)



AH® Ha KNneTOYHOUN NNHUN

HEp-2, AaepHbIN, TOMOreHHbIN
TMN cBevyeHuna. OTmevaeTca
BbICOKAs 4aCTOTa KNETOYHbIX
aAeneHnm




 OnpepeneHmne KOHKPEeTHOM cneumdmnyHoctn AHA
MMEET BaXKHOE KIMHUKO-AMArHOCTUYECKoe 3Ha4YeHmne,
NOCKONbKY NO3BONAIET HE TONIbKO NOATBEPANTL
AMNArHO3, HO N oNpeaennTb PUCK PA3BUTUA TEX NN
MHbIX KNTMHUYECKNX NPOosABAEHNIN 3ab01eBaHUA

 AHTUTEena K dsDNA — BbicoKocneunduyHbin mapkep CKB, oTBETCTBEHHDI
33 Pa3BUTUE BONYAHOYHbIX BACKY/IMTOB U NtoNyc-HEPPUTA, UX KONNYECTBO
OTparKaeT TAXKecTb 3aboneBaHna n adPeKTMBHOCTb TEPANUM

 AHTUTENA K pUbOHYKNeonpoTenHam (KOHLLEHTpaLUKua He Koppenmpyer
C aKTUBHOCTbIO, MO3TOMY MOHUTOPUHT 3HAYEHUNA HE UMEET):

— aHTM-Sm — cneundunynbl ana CKB, accoummpoBaHbl ¢ bonee arpeccuBHbIM
TeyeHmem 3aboneBaHuna, nopaxeHmem LUIHC, ncnxo3amm, HO COXPaHHOM
bYHKLUMEN NOYeK

— aHTU-SSA/Ro — accoummpoBaHbl ¢ POTOUYBCTBUTENbHOCTbIO, MOPaXKEeHUEeM
NNerkux, HeppmnTom, TpomboumnuToneHnem, HeoHaTasibHoMn KB

— aHTK-SSB/La — nosasaatoTca B HayanbHom nepmoae CKB, passuBatoLLeics
B NOXXMJIOM BO3pacTe U aCCOLUMMPOBAHBbI C HU3KUM PUCKOM Pa3BUTMA HEDPUTA



JIABOPATOPHOE OBCJ/IEAOBAHMUE

ANA aHTUM-dsDNA aHTU-Sm aHTu-SSA/Ro aHTU-SSB/La
NuckonaHas KB ) - - N T
(20%) (20%) (20%)
++ + + ++ ++
[loaocTpaa KoXXHaAa KB
(60-80%) (70%) (30-50%)
+++ +++ ++ ++ +
CuctemHasa KB
(>98%) (40-70%) (20-30%) (30-50%) (10-15%)
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ANATHOCTUYECKMUE KPUTEPUU CKB (EULAR/ACR, 2019)

Tutp ANA > 1:80

[JononHutenbHble AUArHOCTUYECKUE KpUTepmumn
KnnHunueckue Kputepum bann MmmyHonoruueckme Kpurepum bann

Obwue cumnTombl AHTndocdonunmagHble aHTUTENA

JlInxopagka 2 |AHTMKapAWONUNUHOBbLIE aHTUTENA UK
AHTUTeNa K 2-rnmkonpotenHy-1 nam
BonYyaHOYHbI QHTUKOATYNAHT 2

femaTtonornyeckue KomnnemeHTt

Nlenkonerus 3 [CHuxKeHune C3 nam C4 3

TpombouuTtoneHmns 4 |CHuxKeHne C3ncC4a 4

AyTOMMMYHHbIN Femon3 4

Heuponcuxunarpuueckue CKB-cneuuduuyHble aHTUTENA

Oenvipuin 2 |AHTUTena K gsyxueno4veyHon JHK

Mcuxos 3 |(anti-dsDNA) nau 6

Cynooporu 5 [AHTUTEena Kk Smith-aHTureny

MopaXKeHUA KOXU U CAN3UCTbIX

HepybuoBas anoneuns 2

A3Bbl Ha C/IN3UCTOM pTa 2

Mopoctpasa KB nnun gnuckomngHaa KB 4

OcTpas KoxxHaAa KB 6

MopakeHua cepo3HbIX 060s104eK

MneBpanbHbIN AN NEPUKAPAMANBHDBIN BbINOT 5

OcCTpbI NepuKapauT 6

CKeneTHO-mblILLEYHbIe

lNopakeHune cycTaBoB 6

MoyeyHble

MpoTtennHypua > 0,5 r/cyt 4

Nionyc-HedpuT Knacc Il nam V no gaHHbIM BMoNcnmn NoYKm 8

Nionyc-Hepput Knacc Il nam IV no gaHHbIM BUoncnm NOYKm 10

v

CymmapHbit 6ann > 10 nossonser guarHoctuposatb CKB

82



NEYEHUE KOXHbIX ®OPM KB

Llenb nevyeHna — AOCTUKEHME KAMHUYECKOU PEMUCCUN
JlokannsoBaHHble Gopmbl AUCKONAHOU KB — TONbKO Hapy»KHasA
TepanuA

PacnpocTtpaHeHHblie opMbl ANCKONMAHOM U noaocTpad KB —
CUCTEMHOE /levyeHue £ Hapy*KHaAa TepanuA

[MpenapaTbl BblIbopa — NpPoOU3BOAHbIE XMHOAMHA, 0b6naaatowme NPOTMBOBOCNA/INTENbHbBIM
M UMMYHOCYNPECCUBHbIM AeNCTBUEM, NOAABAAIOT CBOOOAHOPAAMKA/IbHBIE MNPOLECCHI,
0cnabnAoT akTMBHOCTb NPOTEA3 U KoMNareHas, IeMKoUMTOB, XeMOTaKCUC IMMPOLNTOB —>
CHUXKaOT aKTUBHOCTb ayTOMMMYHHOTO OTBETa

* NNobo4yHOEe AencTBnE NPOU3BOAHbIX XMHOMHA:

N

o U1 b

. HEYETKOCTb 3pEHUA U3-3a HapyLIEeHMs akkomoaaunm (ao303aBucuma n obpatmma), OcmoTp odpTanbmonora

PeTMHONATMA C U3MEHEHUAMM MUTMEHTaLUMN 1 AedekTamm noneli speHns (obpatuma npwm> AC iedenHna 1 pas E: 6
’ (+ |
CBOEBPEMEHHOM OTMEHE), OTEK M MOMYTHEHME POTOBMLIb! (MPEXoAaLLM am obpaTumel); | MEC: (F m1asHoe aHol)

. aHopeKcusa, 6oab B XKNBOTE, TOLWWHOTA, pBOTAa, AMapesn (00303aBUCUMDI);
. MMOMAaTUA WJIN HEMPOMMONATUA, NPUBOAALLMNE K HapaCTaloWen MMACTEHNN U aTPODUN

NMPOKCUMANIbHbLIX TPYMMN MblLUL,

. TAXKenble Tokcukoaepmum (O3, DRESS-cuHapom, CCA/TIH);
. To/10BHaA 60/1b, SMOUMOHaNbHAA 1aOUNBHOCTb;

. UBMEHEHMA NUTMEHTaALNN KOXKU N CAN3NUCTbIX, obecuBevynBaHme BoaocC, anoneuma (obpatnmbi)



NEYEHUE KOXHbIX ®OPM KB

* TuapokcuxnopoxuHa cynbdart (lMnrakeeHun, Ummapa) — 5-6
mr/Kr/cyt unm 1 1. (200 mr) 2 p/cyT 5-10-4HEBHbIMW LIUK/TaMMU
c nepepbiBamu B 3-5 aHen (Ha Kypc 90-120 TabneToK).
YnyyweHune — nocne 1-6 Hepgenun. [Nocne gocTnKeHUA
KIMHNYecKoro asgpdeKTa A03a MOXKET ObITb MOCTENEHHO
ymMmeHbLueHa Ao 200 mr/cyT c npoao/iKeHnem Tepanuu.
[MoBTOPHbIE NpPOTUBOPELUANBHbIE Kypcbl — 2 p/rop (BecHa,
oceHb). [lpuem npenapaTta MOXKET NPOA0/XKATbCA A0 2-3 NeT.

e XnopoxuH (denarnn) — 3,5 mr/Kr/cyT unm 250-500 mr nepopasibHO exKeJHEBHO B
TeyeHMe He meHee 2-3 mecaues. [pmem npenapaTta MOXeT NpoAaoaXKaTbca A0 2-3 feT.

* [lpymeHeHMe NPOoU3BOAHbLIX XMHOIMHA NPOTUBOMNOKA3aHO Npu neyeHmnmn KB
y bepemeHHbIX (BO3MOXHO HapyLleHMe BHYTPUYTPOOHOro pa3sBuTua Naoaa).
JleyeHne MmoXHo npoBoaAnTb ToNIbKO Tonmnyecknummn 'KC | mam |l Knacca.



NEYEHUE KOXHbIX ®OPM KB

Mpu pe3nUCcTeHTHOCTU K aHTUMANAPUAHDIM NpenapaTam:

* MpeaHU30n0H (NPK pacnpocTpaHeHHbIX BbICbINaHUAX
B aKTUBHYIO CTaaunto 3aboneBaHnA B KOMBUHAL MK
C NnpoTUBOManApuUnHbimm cpeactsamm) 0,5-1,0 mr/kr/cyT
nepopanbHo 2-4 HeA. ¢ nocaeAyioWNM CHUKEHNEM A03bl.

e NlancoH (ocobeHHO pekomeHA0BaH npu npu bynnesHon KB) — HaumHatoT ¢ 25 mr 1 p/cyr,
NoBbILWAOT A03Y Ha 25 Mr/Hea A0 AOCTUNKEHUA MUHUMANbHOM 3G PEKTUBHOM A03bl, HO HE
6onee 200 mr/cyT (100 mr 2 p/cyT) Nnoa, KOHTPO/IEM KJIMHUYECKOro aHa/in3a KPoBU U

bYHKUMM nevyeHn. Npoao/iKUTEeNbHOCTb Ie4eHnAa onpeaenaeTca KAMHUYECKUM 3ddeKTom
npenapaTa

 MetoTpeKcaT 8o 7,5-25 mr 1 p/Hepn (kenaTtenbHO NOAKOMKHO) A0 AOCTUMKEHUSA PEMUCCUN

* CucrtemHble petnHouabl (0cObeHHO peKoMeHA0BaHbl MPU BbIPaXKEHHOM KepaTo3e npu
NVUCKOUOHOM N BeppyKO3HOM KB) — auutpetnH unm nsotpetmHonH — 0,2-1,0 mr/Kr/cyT
8 Hen,. HaumHatoT ¢ 10-20 mr/cyTKM, nocTeneHHo yBenmnymeas 403y B 3aBUCUMOCTU OT
nepeHocMMmocTU. MNMoBblwatoT OTOHYBCTBUTENIbHOCTD!



NEYEHUE KOXHbIX ®OPM KB

Hapy)XHaa Tepanua:
* Tonu4veckue INKC:

GNYOUMHONOHA AaUETOHN, — KPeM, resib, Ma3b, IMHUMEHT

2 p/cyT Ha o4aru nopaxeHusa B TeyeHue 12 Hea. nnu

TPUAMLUHO/IOH — Ma3b 2 p/CyT NOA OKKIO3UIO Ha o4arn nopaxKeHus B TedyeHume 1 Hepa,.
ity

beTameTa3soH — Kpem, Mmasb 2 p/cyT Ha o4yaru nopasKeHusa B TeyeHune 8 Hel. UIu
KnobeTtason — Kpem, masb 2 p/cyT Ha o4yarm nopasKkeHua B TeyeHue 4 Hep.

Bo3moxKHO BHYyTpmnoyarosoe BeegeHue NKC: Hanpumep, 6etameTtasoH 0,2 ma Ha 1 cm?,
HeaenbHas A03a He 6onee 1 ma. IHTepBan mexKay MHbEKUUAMU HE meHee 4 Hegq.

 Tonnyeckme MHrIMbUTopbl KanbUMHEBPUHA:
— Takponmmyc masb 0,1% 2 p/cyT Ha o4yaru nopakeHua B TeyeHue 4-8 Hel,. Unu
— nUMmeKkponmmyc Kpem 1% 2 p/cyT Ha o4yarm nopaskeHua B TeyeHue 4-8 Hep.

* Heobxoamma 3awmnta Koxkum oT YOO (opexaa, poto3awwmntHble Kpembl (c SPF > 50),
CaHauUMA 04aroB XPOHUYECKON MHPEKL NN, OTKA3 OT KYPEHUA
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