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CucreMHas KpacHasi BOJIYAaHKA



CucrtemHas KpacHaa Bon4yaHka (CKB)
(Eular,2008)

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 UIMMYHOPErynaLmMn,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 «ITYKOBUYHOW LLIENTYXU»
- CNONCTOE BblpacTaHue KosareHOBbIX BOTIOKOH B BUAE MY(Tbl BOKPYT
CKI1ep0o3npoBaHHbIX COCYO0B

CeneseHku

3. «emaTokcununHoBble Tensua» pocca — Habyxiwine, gerpagMpoBaHHble aapa
normbmnx 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




OCHOBHOM AMarHo3

* JlekapcTBeHHaqa cucteMHas KpacHas
Bon4aHka (M32.0);

* CuctemMHas KpaCHasA BOJ1HaHKa C

nopakeHnem opraHos unu cuctem (M32.1);

 [1pyrne dpopmMbl CUCTEMHOW KpaCHOW
Bon4aHku (M32.8);

» CncrtemHasa KpacHas Bon4yaHka
HeyToYyHeHHaqa (M32.9)




' ..- ----'-

 [logocTpoe TevyeHue;
* [lepBUYHO-XPOHNYECKOE TEYEHME.

o CTeneHb aKTUBHOCTU (MO LUKaNe MHOeKca
aktuBHoct SELENA /SLEDAI)

e * O4YeHb BbicoKada akTnsHocTb — |V (20
6annoB u BbIlLE);

o * BblcoKasi aktuBHocTb — llI (11-19 6annoB);
e * yMepeHHasa akTuBHocTb — |l (6-10 6annos);

o * MUHUManNbHaa akTUBHOCTbL — | (1-5 banno.);
° O B/ aKTUBHOCT. — () _OannoR




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




Kp NTe p 0% C KB (NnpogomnmkeHue)

6.Cepo3ut

[Mnesput n/nnun MNepunkapant

7.NMopaxeHne no4vyek

CTtoukas npotenHypus 6onee 0.5 r/cyT

NN UNUHOPYPUS (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-aHTUTEHY
nnm
«a®J1:(IgG n/vnmnigM)-a/Tena Kk Kapanonunuuy
nnm

oJIOXKHOMOJTIOXKNTESIbHAA peaKunuad BaccepmaHa B
TedyeHne 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




* IlopakeHue KOKH

BKJIIOUAECT (PUKCUPOBAHHYIO JPUTEMY IO THITY
«Dab0uKm» B 00JIACTU CKYJIOBBIX KOCTEH (HE

BO3BBIIIAIOIIYIOCS UJIH BO3BBIIIAOIIYIOCS HaJl
MTOBEPXHOCTBIO KOXKH), OOBIYHO HE MOPAKAIOIIY IO
HOCOI'yOHBIE€ CKJIaJKHU.

OTCyTCTBHE NanyJl ¥ MyCTYJI TTO3BOJISAECT

i epeHIIUPOBATh S3PUTEMY OT PO30OBBIX YIPEil.






dputema Ha ckynax — «baboyka»




e /IncKOMIHBIEC 0YArH
_C TMIICPEMHPOBAHHBIMH KPasIMH,
MHQUIBTpaALCH, PyOLIOBOU

aTpo(prel U JCOUTMEHTAlMEH B
LIEHTPE, C 3aKYIIOPKON KOXKHBIX
(hOJIIMKYIJIOB U
TEJICAHTUIKTA3HUSIMU.







DoTOCCHCHOMIN3 AN
— TIOBBIIIICHUE

HYBCTBUTCIIbHOCTH KO’KHU
K MHCOJIALINH.










1lopasKeHue COCVI0B

CeT4uartoe JUBEI0

denoMmeH PeriHO

Backyaurt




CeTyartoe nuBeno
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llopaKeHHe CYCTABOB

o CycTaBHble NPOSIBIEHNS, BapbupyoLme
OT MHTEPMUTTUPYIOLLIMX apTpanrum go
OCTPOro nonuapTpuTa, HabnoaatTes y

90% BO0SIbHbIX U MOTYT HA HECKOJILKO NeT
npeaLlecTBoBaTb APYruM NPOsIBIIEHUSIM.




e bonbmmHcTBO nonuaptputoB npu CKB sBisroTcs
HEJIECTPYKTUBHBIMHU U HEACPOPMUPYIOIIUMHU. TeM
HE MEHEE IPU AJIUTEIBHOM TCYECHUHN O0JIE3HU
MOT'YT pa3BUThCA AcPopManinu 0€3 pa3pylIeHUN

KOCTH M Xpsla (HampuMmep, IopakKeHUe
MCTHO(AIAHTOBBIX U MEXK(aJIaHTOBBIX CYCTaBOB
MOYKET IIPUBOJUTH K OOpaTUMOH YIbHApPHOMN
AEBUAIIMM WIM Je(OpMaLMU 10 TUITY IIEH JICOSas
|[apTpuT XKaky)].







o [lopaskenue MBI IPOSBIIECTCA MUAITUEN
W/WJIA IIPOKCHUMAIBHON MBIIICYHOM
C1a00CThI0, OYCHb PEJKO — CHHIPOMOM

MHUACTCHHUMU.




IHepukapaut (0ObIYHO CyX0H) pa3BuBaeTcsa npuMmepHo y 20%
oonbHBIX CKB. O4eHb peko HaOII0Ia0T SKCCYIaTUBHBIMI
nepuxkapaut. Ha KT 00b14HO BBISIBIAIOT n3MeHeHUs 3yona T.

MuokapauT 0ObIYHO Pa3BUBACTCS IIPH BHICOKOM aKTUBHOCTHU
00JIe3HU, TTPOSIBIISICTCS. HAPYIICHUSIMA PUTMA U TTPOBOJUMOCTH.

DHAOKAPAUT XaPAKTECPU3YETCS YTOIICHUEM CTBOPOK
MUTPAJIBHOTO, PEXKE a0pPTAIBHOIO Ki1anaHa. OOBIYHO MPOTEKACT
0€CCUMNTOMHO; €T0 BBISBIISIFOT TOJIBKO

obHapyxuatot npu ADC.

Kopounapuur. Ha ¢pone Beicokoit aktuBHOCcTH CKB BO3MOXKHO
pa3BUTHE BaCKyJINTa KOPOHAPHBIX apTepuid, U Take nHPapKTa
MHUOKap/a.

s CKB xapakTepHO paHHEE YCKOPEHHOE PA3BUTHE




IlopaskeHue HEPBHOW CHCTEMBbI

['osioBHas 00J1b, Yallle MUTPEHO3HOT'O XapaKTepa,

PE3UCTCHTHAA K HCHAPKOTHYCCKHUM H JA7KC
HAPKOTHUYCCKHUM dHAJIBI'CTHUKAM.

CynopoxHbIEe NpUHaAKH (OOJbIINE, MaJIbIE, I10 THITY
BUCOYHOU DITUJICIICUH ).

[TopaxeHue 4YepeIHbIX HEPBOB (B TOM YMCIIC
3pUTEIBHBIX C PAa3BUTHUEM HAPYIICHUN 3PCHMUS).




[lopaxxeHne TKaHU MOYKHU IPU CUCTEMHOU KPAaCHOM BOJTYAHKE B
BUJIC YTOJIIEHUS 0a3allbHONM MeMOpaHbl KITyOOUKOB,
omIoKeHus puOpHHA, HAIMYKS THAIMHOBBIX TPOMOOB U
reMaTOKCHJIMHOBBIX TeJlell, (JEHOMEHA «IIPOBOJIOYHOM TETIIN.

3a4acTyro €IMHCTBEHHBIA CUMIITOM — 0€300JIe3HEHHAs
reMarypusi Wiv npoTreunypus. biarogaps panueu
JUarHocTuke u ceoeBpeMenHon tepanuu CKB gacrora
MIOYEYHON HEIOCTaTOYHOCTU HE IpeBbimaeT S5 %.

Mosker OBITh OpaXKeHHE MOYEK B BUAEC BOJYAHOYHOr0 HedpuTa,
Kak HauboJiee cephE3Hoe OpraHHoe nopaxenue. Yacrora
BO3HUKHOBEHHUS BOJTYAHOUYHOIO He(PpUTA 3aBUCUT OT
XapaKTepa TEYCHUs1 U aKTUBHOCTH 00JI€3HU, HAMOOJIEE YacTo
MIOYKH MOPaXKaKTC MPU OCTPOM U IMOAOCTPOM TEUCHHH, U
pEKe MPU XPOHUYECKOM.



npeacraBnseT codbon KMMHUKO-nabopaTopHbIN
CUHAPOM, OCHOBHbIMU NPOSABIEHUSIMN KOTOPOIO
ABNATCH 0bpasoBaHue TPoMOOoB (TPOMOO3kI) B
BEHAX U apTepusaX pasnnyHbIX OPraHoB U TKaAHEN, a
TakKxe nartosiornd 6epemMeHHOCTH.

ayToMMMYHHOEe 3aborieBaHne HeBOCNASIUTESNBbHOIO
XapakTtepa

Ualle y XeHWNH, YeM Y MY>XYMH (COOTHOLLEHME 5:1).
pa3BMBaETCA B cpeaHeM Bo3pacTte (okono 35 ner)




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)



