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XPOHNYECKOE CUCTEMHOE
ayTOMMMYHHOE 3aborneBaHue,
nopaxatollee nNnpenmyLLecTBeHHO

XKEHLLWH NeTOpOoAHOro Bo3pacTa,
XapakTepuayoLleecs:

.  MOIMCUHAPOMHOCTbIO
2. BOJIHOOOpPA3HbIM TEYEHUEM
3. TeHOEeHUWEWN K MPOorpeccnpoBaHunio




UcTopua Bonpoca

«CucrtemMHas KpacHaga BonyaHka» - «Lupus
erythematosus», «lupus» B nepeBode O3Ha4YaeT «BOMKY,
a «erythematosus»-«KpacHasa»

1872 r.- aBcTpumnckmn spad-gepmatorior Moriz Kaposi
Bnepsble onncan CKB kak cucteMHoOe nonmopraHHoe
3aboneBaHue.

B 1924 r. E. Libmann n B. Sacks BnepBble onucanu
acenTuyeckoe nopaxeHue cepgua B Buae
OopoaaB4yaToro aHAoKapauTa.

1948 r. — Hargveis 1 coaBT. OTKpPbINN peHOMEH
«BOJNMYAaHOUYHbIX KNneTok» - LE-kneTok

1948 r. — naypeat Hobenesckon npemun Hench OTKPbIS
ponb NKC B neyeHun CKB u gp.6onesHen
coeAUHUTESIbHOU TKaHU




ITnonornyeckmne akTopsol

BupycHasa nHdekums

BUPYCbI (KOPb, KpacHyxa; Bupyc dnuitenHa—bapp,
LMTOMEranoBmpyc, BUpyc reprneca);

PeTpoBupychl — (MeaneHHble, NaTeHTHbIE);

leHeTUueckasn npegpacnonoxeHHocTb (HocntenbscTBo HLA-DRS3,
DR2, HacneactBeHHbIM aedpuumt komnnemeHta C1, C2, C4 v 1.4.);

NlopmMoHanbHbIN hakTop (HapylweHne mMeTabonnama 3CTPOreHoB);

dPaKkTopbl OKpyXKaroLen cpeabl («TpUrrepbi») —
yneTpaduonetoBoe obnyyeHne, BakumMHauus,baktepmnanbHbie
NHdEKLUNW, NTEKAPCTBEHHbIE cpeacTBa: (rmapanasuH, metungona
(ooneruT), NnpokanHamug, nsoHnasung, cynsdacanasuHd u gp.).




[NnaBHas Teopus naroreHesa CKB —
ayTOMMMYHHas: HapylweHne UMMYHHOM
perynsauumu, conpoBoXxaarLimecs

yTpPaTou MMMYHOJIOrMYECKOU
TOJIEPAHTHOCTU K COOCTBEHHbLIM
aHTUreHam u pa3BUTUEM
ayTOMMMYHHOIO OTBETa C npoAayKuunen
LULUPOKOIO CMeKTpa aHTUTen B
4YaCTHOCTWU, NpoTuB HaTuBHon OHK w




NMaTtoreHe3 CKB

®akTopbl NpeapacnonaratoLlme
WU Bbl3blBAlOLLNE:
. 0N (PKEHCKUK
o BospacT (oeTopoaHbIn)
o Bupychl
o ®dakTopbl BHELWIHEN cpebl+reHeTu4Yeckme HapyLeHus
(BpOXXOEeHHble AeeKTbl MIMMYHOPErYNAaLMn,anonTo3a)

rmnepnpoaykunsa aytoaHTuTen dHTUreH-npe3eHTupyroine
(aHTUAAEPHBLIX), Hanp.k AHK KNeTK! (npe3eHTUpPYIOT

' ayToaHTUreHbl T-KneTkam)

AAT nepekpecTHO
CBA3bLIBAKOTCA C l

peuentopamu B-kneTtok u cTUMynsiuma T-kneTok

HaKanuBaloTCH l
Ha «anonTO3HbIX» KNeTKax
v / LMTOKMHOBAaA aTaka
LINK (Th2-uMTOKMHBI:
D AKTUBaUMA KOMNNEeMeHTa nUn-4,1nn-6,1n1-10)

|

OTnoxeHue B cyb6aHaoTtenuu I'Iospe>|<,u,eH|/|e SHAOTENUS

cocynos \

[NopaxkeHne opraHoB 1 TKaHem




1. DnbpuHounaHbLIe U3MEeHeHuUs
CoeAVHNTENBHON TKaHU C NPUMECHIO
XpOMaTUHOBOIo A4epPHOro marepuana

2. Cknepos ¢ popmmpoBaHneM pUBPO3HbIX TKaHEN U PpeHOMEHa «TYKOBUYHOW LLIENTYXU»
- CNONCTOE BblpacTaHue KosareHOBbIX BOTIOKOH B BUAE MY(Tbl BOKPYT
CKI1ep0o3npoBaHHbIX COCYO0B

CeneseHku

3. «emaTokcununHoBble Tensua» pocca — Habyxiwime, gerpagMpoBaHHble aapa
nornbmnx knetok. Ha ocHoBe aToro goeHoMeHa 6bin oTKPbLIT heHoMeH «LE-KneTok» -
9TO 3penble HENTPOUNLI, B LUTOMSIAa3Me KOTOPbIX MMEKTCS FOMOrEeHHbIE BKITHOYEHUS
(rnbIbKn)

4. CocyamcTble N3MEHEeHUs: YTOSLEHNE 3HO0TENUS, yMEHbLLEHME NPOCBETA COCYA0B —
hbeHOMEH «MPOBOMOYHBIX NETENbY» MMOMEPYNAPHbIX KanunnsapoB




Kputepun CKB

APA, 1999 1.

1.CbInb Ha cKynax dukcmpoBaHHas aputema, nrockasa nunm
BO3BbILLAKOLLAACA HAO KOXKEN C TeHOEHUMNEN K
pacnpoCTPaHEHMIO Ha HOCOTYOHYO 30HY

2.[lnckonpHas Cbinb OputemMaTtosHble NPUNOAHATbIE NATHA C
npunerarnLLuMmn Yellyinkamm n donnmnkynsapHeIMn
npobkamu, co BpeMeHeM pa3BmBaloTcsa aTpodmyeckue

pyOLbI

3.doToceHcubunusaumn KoxHasi cbinb B pe3ynbrate HeobbIYHOW peakumn Ha
COJTHEYHbIN CBEeT

4.713BblI B NOSIOCTU pTa N3basBneHnsa B nNonocTy pta Unn HOCOroOTKe, 0ObIYHO
6e30605e3HeHHbIe

S5.Aptput HeaposunBHbIN apTpuUT AByX Unu bonee
nepndoepruyecknx cyctaBoB




dputema Ha ckynax — «baboyka»







KoxHbi cuHgpom CKB




CeTyartoe nuBeno
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Annoneuus npu CKB — MoxeT ObITb 04MaroBon Usnu reHepariusoBaHHoOMU




Kp NTe p 0% C KB (NnpogomnmkeHue)

6.Cepo3ut

[Mnesput n/nnun MNepunkapant

7.NMopaxeHne no4vyek

CTtoukas npotenHypus 6onee 0.5 r/cyT

NN LANUHOPYPUS (3pUTPOLNTaPHbIE,
3€PHUCTbIE, CMELLAHHbIE)

8.MopaxeHune LUHC

Cynoporu unu Ncuxos

(B OTCYTCTBME NpUEMa NeKapCTBEHHbIX
npenapaToB UNn Metabonmnyecknx HapyLleHui)

9.N'emaTonornyeckue
HapyLlleHus

[emonuTuyeckas aHeMusi C PETUKYNOLMUTO30M
nnu nenkonenuns (< 4x10 9/n) nnn
TpombouutoneHus (< 100 x10 9/n)




Kp NTe p 0% C KB (NnpogormkeHune)

10.AMmyHOnornyeckune
HapyLweHus

eMOBbILWEHHbIE TUTPbI aHTUTesN K H-OHK
nnm
e@HTUTENA K SM-aHTUIEHY
nnm
«a®J1:(IgG n/vnmnigM)-a/Tena Kk Kapanonunuuy
nnm

oJIOXKHOMOJTIOXKNTESIbHAA peaKunua BaccepmaHa B
Ted4yeHne Kak MMHUMYM 6 mec

11.AHTUHYKNeapHble aHTUTENa

[MoBbiweHHbIe TUTPLI AH®, npu OTCYTCTBUKX Npuema
npenapaToB, CNOCOBHbLIX MHOYLUMPOBaTb
BONYaHOYHOMNOA4O6OHbIN CUHOPOM.

HuarHo3 CKB yctaHaBnueatoT npu obHapyxeHun 4 n bonee Kputepmes




JTabopaTopHblie noka3zaTtenun CKB

CO3 (BbipaxeHHOe NoBbIWEHNe CBUAETENbLCTBYET
O KOHKYPEHTHOU nHeKkunn)

rienkoneHus, numooneHus
aHeMus

TpomMOounToneHus
runeprammarnooynuHemums (60%)
runoanboymmHemus (50%)

noBbileHne C-peakTUBHOro 6enka
HexapaKTepHo




MMMyHORornyeckue
mapkepbl CKB

dHTU HyKHeapH bl -(romoreHHoe cBeyeHue -UPA)

aHturtena Kk dsDNA (aBycnupanshoin OHK) 1 ssDNA
(ogHOCNUpansLHOW — NPU NeKapCTBEHHON BOJTYaHKe),

aHTU-Sm aHTuTena (AT K Manbim aAepHbLIM
PMOOHYKNeonpoTenMHam )

LE-kneTku (vmeroT BCcnomoratenbHoe 3Ha4YeHne, He BKITHIOYEHbI B
cucrtemy Kputepuen CKB)

| CH50 - cHuxeHune obLyeit akTMUBHOCTHM KOMNI@MEHTa

| C3 n C4 xomnoHeHTOB KOMNNeMeHTa
LMpKynupyrowme UMmMyHHble komnnekcbl (LAK)

dHTUPOCHOJTUNN
nauuenToB ¢ CKB ans nckniovyeHus stopuyHoro A@C




AHTUdochonmMnNnuaHbIN CUHAPOM

1.AHTUTENa K Kapgmonununy (IgG n/mnu
IgM)

2.BonyaHo4HbIN aHTUKoarynauT

3.Peakuuna BaccepmaHa




LE-dheHOMEH-

3pernble HenTpodunbl,
B LMTOMS1Ia3Me KOTOpbIX
NMEKTCA TOMOreHHbIE BKINOYEHUS

(rnbIbKK)



BapunaHTtbl TeueHna CKB
(HacoHnoBa B.A., 1972 )

o OcTpoe TeyeHMe - BHe3arnHoe Hayarso, obicTpoe (B
TeuyeHne 3—6 Mec) pas3BuUTUE NONNOPraHHbIX
nopaxeHunn. XapakTepHo Ons noapoCTKOB, AETEU U
MOS10dbIX NaLMEHTOB.

NnoaoCTpoe TedyeHune- BOrIHOObOpasHoe, (nuxopagka,
apTpuT, NopaXxeHne KoXu, Nosincepo3nThbl) ,Nronyc-
HedpUT- B TeHYEHUE NEePBOro roga 3aboneBaHUs.

MepBUYHO -XPOHMNYECKOE TeYEHUE - ANTNTENBbHOE
MOHOCUHAPOMHOE Te4yeHne (NonmMapTpuT, OMCKOUOHAas
BOMYaHKa,KOXHbI CUHOPOM, KpanuBHMLA,HEDPUT).




OcHOBHbIe npenaparTbl ANs Ne4YeHuns
CKB

[ntokokopTukocTepounabl (I'KC) [MpeaHn30onoH

-ONs nepopansLHoro npuema 6-MeTtunnpegHunsonoH (metunpea,
Menpon)

KC 6-MeTnnnpeaHn3onoH
-ONs napeHTepanbHOro NpuMeHeHns | (conto-meapon,Mmetunpen, ypbasoH)

MMmyHOOenpeccaHThl Linknodocdammg (unknodocdaH)
AsaTtnornpuH (MmypaH)

4-aMNHOXVMHOMNHOBbLIE NPON3BOAHbIE | [MOPOKCUXNOPOXMH (MNakBeHWN)

BHYTpUBEHHBIN UMMYHOINOBYINH [[@abpurnodbuH
HopMarnbHbIN Yenoseyeckun (BBUI) | NMeHTarnobuH




KomnnekcHoe nedyeHmne CKB

6)nynbc-tTepanus metunnpegHmnsonoHom (500-1000 mr Ne 3)
2.LintoctaTtukm
a) umknodpocdgaH 2-2,5 mr/kr/cyt per os unn 200-400 mr/Hen/s/m
6) azatnonpuH 2-2,5 Mr/kr/cyt — B criydae HenepeHoCcuMocCTu uuknodochaHa
n) modetmna mukodeHonat (Cencent) 1-3 r/cyT
3.AHTUManNApPUNHbLIE NpenapaTobl
nnakseHun (200-400 mr/cyT)
4. HMNBI
5. AHTUKOArynsaHThI
9HokcunapuH (KnekcaH)
BapdapuH 2,5-5 mr B cyT. (MHO-2-3)

6. AHTHUarperaHTbl
7. BBUI(BHyTpuBEHHBLIN nMmyHOornobynnH) (0,4-2 r/kr/cyT)
[TokasaHus: Taxkenble obocTpeHns CKB,: TpombouunTo-nenus, nonyc-LUIHC, APC,

npo-kKa NHPEKLMOHHBIX OCNOXHEHNWN,Pe3ncTteHTHOCTb K ['KC,L|®.
abc.npoTtuBonokasaHne- geduuunt IgA

8. Nnasmadoepes



NPpMMEHEHUE bronorn4eckmnx areHToB U
CTBOJ10OBbIX KJI1ETOK

MabTepa( puTyKcuMmMab)- npenapat HOBOrO MOKOMNEHMS (FEHHO-UHXEHEPHbIN

Buonorndecknn npenapar),nogaBnALLNN aKTUBHOCTb B-numdoumtoB nyTem
cBs3blBaHUsA ¢ aHTureHoMm CD20 Ha noBepxHOCTU B-kneTok

MukodeHonat mocpetTun (cenncent)2-3 rp/cyTkn(Ha4y.no3sa) 1,0-
noaaepx.

[Mpn pe3ncTeHTHOCTU K unknodocdhammay nnu npu ero nob. apd.
[Ona nogaepxxaHna pemuccum nonyc-Hedputa

AyTonoruyHasa TpaHcnnaHtaumsa ctBosioBbIX KreTtok (ATCK)




TapreTtHasn (target-npuuenbHo) Tepanua CKB

benumymab (BEKITMCTA) — nepBbIn
[ BI'1, cosgaHHbIV cneunanbHO Angd
ne4yeHuna CKB - nHrnountop B-

numMmaoumnTapHoro ctumynartopa (BLyS),
KOTOPbIN ABNASETCA BaXXHEULLINM
perynatopom B-knetok. Cemencreo

BLYyS npuHagneXxmT K cyrnepcemMencTay
OHO-anbda.

benumymab (BEKJ/INCTA) e/8 kanernbHO 10 ma/k2 macchl
1 pa3 8 2-4 HeOeru




DT LD CRE UL N

babyuwka, y mebs
«80/14aHKa», OHa
aymouMMyHHasl.
A npuHecna
mebe
MpPeOHU30/T0H _




