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Cucremuasn kpacuas Boauanka (CKDB)

— CHCTEMHOE ayTOMMMYHHOE 3200AEBAHUE, B
OCHOBE ITATOT€HE32 KOTOPOTO AEKAT A€(PEKTHI
MMMYHOPETYAAITIH, IIPUBOAAIITHE K
HEKOHTPOAUPYEMOU THUIIEPIPOAYKIINHT
AYTOAHTHATEA, OTAOKEHHUIO UMMYHHBIX
KOMIIAEKCOB B PA3AWMYHBIX OPraHaX U TKAHAX,
IIPUBOAAIIHIX K UX AUC(DYHKIIIN UAHT
HEOOPATHUMBIM MOP(POAOTHIECKIM N3MEHEHUAM



Pacnipocrpanennocts CKB

s Y 70 % namuento CKB BrIAiBAAETCA B BO3pacTte
14-40 aer.

[Tuk 3a00A€BaAEMOCTH IIPUXOAUTCA HA BO3PACT

14-25 Aer. CooTHOIIEeHME KEHINUH K
MyxxkaurHam, crpasarornum CKB, cocrasaser 8:1 -

10:1.



Michael Jackson, Lupus and Autoimmune Diseases







Druororua CKB

Bupycer, npunaasexamue k PHK rpymme, — kopu, kpacHyxmn,
rmaparpuria, napotuta. AHK — coaepikarmme Bupycsr — Dmmrreity —
bappa, npocroro repreca, poraBUpych (T.H. MEAACHHBIE HAHT
AQTEHTHBIE BUPYCHI).

I'emerrueckan mpeapacrioroxeHHOCTs — CKB Berpeuaercea B 3- 4 pasa
YaIlle B CEMBAX, B KOTOPBIX POACTBEHHUKH CTPAAAFOT AAHHBIM
3200AE€BAHUEM HAU APYTUMHI PEBMATHYECKIMHI (DOPMAMH ITATOAOTHH.
[Tpn CKB warme Bcero Berpewarorcs arturensl HLA B7, B35, DR2,
DRA3. [puuem npu Haamanm Aronyc — Hedopura 1oseimaetcs A9 u B

18; mpu ocTpoM U ITIOAOCTPOM TEUEHHUHU YAIIIE OIIPEACAACTCA
gmocuteAbctBo All, B 7, B 35.

AHCropMOHAABHBIE HAPYIIIEHUS - IIPEOOAAAAIOT MOAOABIC KCHITTIHEI,
HEPEAKO PAa3BUTHE NAH OOOCTPEHUE 3200AEBAHUA IIPOUCXOAHT ITIOCAE
POAOB, A0OPTOB; HAPYIIIEHHUA METAOOAN3MA SCTPOTEHOB C YBEAHIECHUEM
VX AaKTUBHOCTH, 4 TaK 7K€ IIOBBIIIICHUE YACTOTHI 3A00AEBAEMOCTH Y
OOABHBIX CHHApOMOM KasfrtH@eAbTEpA.



Bamanme npenaparos Ha passutue CKB

OnpeaeaenHaa Acconmaus

Oral contraceptives Methyldopa
Hydralazine Procainamide
Isoniazid Quinidine

Bo3mosxHaaa Accormmanma

Beta-blockers Methimazole
Captopril Nitrofurantoin
Carbamazepine Penicillamine
Cimetidine Phenytoin
Ethosuximide Propylthiouracil
Hydrazines Sulfasalazine
Levodopa Sulfonamides
Lithium Trimethadione




Bamanme npenaparos Ha passutue CKB

HeBo3MmosxHaa Accormmanmsa

Allopurinol Penicillin
Chlorthalidone Phenylbutazone
Gold salts Reserpine
Griseofulvin Streptomycin

Methysergide Tetracyclines




IIarorenmes CKB

HLA A11, Tpurrepusre dakTopsl (BUpycHas
B7, B35, DR2 nHMEKINA, ACKAPCTBEHHEBIE IIPEIIAPATHI,
u DR3 WHCOAAIAA, HEPBHO-IICUXUYIECKUI CTPECC)

[ DcTporeHHasn

CTUMYAAITHAS

'
HAPVIIHEHUMA NMMYHOPEI'VAALINI

M30errounas akTuBHOCTD B- PR Hapymenne cynpeccopHo 1
AuMpOLHTOB g il Wl xcArepHOI T-kA€TOUHON
SN peryasrum

M30rprrounas mpoAyKIus

artuteA K AHK u ['unepripoayxims

AHTHHYKACAPHBIX AHTHTEA HpOBOCHaAI/ITﬁAI)HbIX ITUTOKMTHOB

| BSQHMOACﬁCTBHC AHTHUICHOB M aHTUTCA C
Y9aCTHCM KOMITIOHEHTOB KOMIIAECMEHTA (Cl’

CS’ C4> BeAet Kk obpasosanmro LIMK Oraoxenne LK B pazAnaHbIX

OpraHax U TKaHAX, B TOM UHCAE B
COCYAHCTOH CTEHKE

Hapymenne kaupenca LK

[TpOAYKTBI AECTPYKITUH ABAAFOTCH T N OCBOOOKACHIE AM30COMAABHBIX
AHTHTEHAMHI, K KOTOPBIM OOPAa3yIOTCA ' “/. depMeHTOB (ITIOBPEKACHIE TKAHEH)

HOBBIC aHTHUTCAQ




Mopdoarornueckrue n3MeHEHUA

npu CKB

s XapaKTepHBI U3MEHEHUA COEAMHUTEABHON TKAHU C
YBEAMYEHIEM KOANIECTBA (PHOPOOAACTOB U YIACTKAMU
CKAEPO32

m ICHEPAAHU30BAHHOE IIOPAKEHUE COCYAOB (B
KAIIIAAAPAX, APTEPUOAAX U BEHYAAX — OTMEIAETCH
IIPOAYKTHUBHBIN BACKYAHWT, 4 IIPU BBICOKOU AKTUBHOCTU
BOCIIAACHUSA — (DHOPHUHONAHBIN HEKPO3 COCYAUCTEIX
CTEHOK, C POPMUPOBAHIEM MHUKPOAHEBPHU3M)

» [lopakenne gAep KAETOK, XapaKTEPUIYETCA UX
Aedpopmariment, KAPHOIINKHO30M, HAATIIEM
«T€MATOKCHAMHOBBIX TEACID B 30HE IIOPAKEHHUS, A TAK
ke UX (paromuTo3om AerkormuTamMu(LE — kaetkn).



Karaccudukamua CKB

n  Ocmpoe meverine: BHE3ATTHOE HAYAAO, MHOKECTBEHHOCTD
ITOPAKEHUS OPTAHOB, OBICTPOE BOBACYEHHUE ITPOIIECC IIEUCHU

n LITHC.

n [ lodocmmpoe meuerne: 3300 AeBaHIE HAYMHAETCA C IOPAKEHUSA
KOKH M CYCTaBOB, IIOCTEIIEHHOE BOBACYEHIE APYTUX OPraHOB
Ha (pOHE OOOCTPEHNA 3a00AEBAHUA.

s Xponuueckoe meyerne: GOAE3Hb HAYMHACTCHA ITOCTEIIEHHO,
HE3AMETHO, IIPEOOAAAAET ITOPAKEHUE KAKOTO-ATOO OAHOTO
opraga (MOHOCHHAPOMHOCTB). C roaamMu MOTyT
IIPUCOCAIHATHCSH ITOPAKEHNA APYTUX OPTaHOB.



[OnarHoctunyeckne kputepum CKB ACR (1999 T.)
Heobxoanmo Hann4vne 4 n bonee KpUTEPUEB

CKyHOBaFl CbllNb CDI/IKCI/IpOBaHHaFI apuTemMa (nnockasa U Bo3BblLLAaLWLAACA Hag,
MOBEPXHOCTBLIO KOXW) Ha CKYIOBbIX BbICTyNax, UMetoLas TEHAEHLNIO K
pacnpoCTpaHeHUo Ha HOCOryBHbIe CKaaku

[uckongHas cbinb BosBbliWwatoLmnecsa sputemMaTosHble o4aru ¢ NoTHO npunexalinmm
KepaToO3HbIMW YeLlynKkamu 1 onnmkynspHbiMy Npobkamu; Ha CTapbIX
ovarax MoryT BbITb aTpodumyeckme pybubl

doToceHcmbunusauud KoxkHas cbinb Kak pe3ynbrat HeOObIYHOW peakumnmn Ha CONMHEYHbIE NyYu.
KoHcTaTupyeTca naumMeHToM (aHaMHECTUYECKM) U BPayYOM

A3Bbl CIU3NCTOM 0O0OMNOYKIM V13653BNEeHNs NonocTy pTa Unn HOCOrOTKM, 0ObIYHO Gone3HeHHbIe

pTa U/Unm HOCOrnoTKK

ApTpuUT HeaposuBHbIe apTpuThl HE MeEHee ABYX NepudeprnyecKkmnx cycTaBos,
nposiBNsitoLmnXCcs 60Ne3HEHHOCTLIO NPU Nanbnaumm, NpUnyxaHnem
NepUapTUKYNSIPHbIX MATKUX TKAHEW, BbINOTOM

CepO3I/ITbI OpgHo 13 crneaytowmx: NNespuT (NnesparsibHble 60K, Wym TpeHUd NreBpbl,
Hann4yuu NNespasibHOro BbINOTA, YTOMLWEHUN NNeBparbHbIX INCTKOB),
nepukapauT (NoATBEPXAEHHbIN C NOMOLLbI0 OXOKI™ nnn BbicnyLMBaHNEM
LymMa TpeHusa nepukapaa)

I'Iopa>|<eHV|e noyek OaHo 3 cneayowmnx: nepcucTupyowast NPoTenHypus >0,5 r/CyT, KNETOYHbIE
LUUNUHAPbI (3pUTPOLMTapPHbIE, reMOornobuHOBbIE, 3ePHUCTLIE, TYBYNSpHbIE
WU CMeLLaHHbIE)



[OnarHoctunyeckne kputepum CKB ACR (1999 T.)
Heobxoanmo Hann4vne 4 n bonee KpUTEPUEB

[MopaxxeHne no4ek OpHo m3 criegyoLLmMX: NepcucTupyowas npoTemHypus >0,5 r/cyT,
KNeTOYHbIE LUNMHAPLI (3pUTPOLMUTapPHbIE, reMOrNoOUHOBbLIE, 3€PHUCTLIE,

TYGYNsSpHbIE U CMELLIAHHbIE)

HeBponoruyeckue OpHO 13 credyoLmMX (MPY OTCYTCTBUM NPUEMA NeKapCTBEHHbIX
npenapaTroB UNn TakUx MeTabonnyecknx pacCTPoONCTB, Kak YpeMusi
KeToaunaos Uiin 3NneKTposinTHble HapyLLIeHI/IFI): CydOpPOXHbl€ NMpunagkuy,
Nncmxos3

femaTonornyeckue OpHO 13 creayoLmMX (Mpy OTCYTCTBUM NPUEMa NekapCTBEHHbIX
npenaparoB, CMNOCOOHbIX BbI3BaTb 3TW HAPYLUEHMUS): rEeMONIUTUYECKas

HapyLUeHus PEER & )

aHeMUs C PETUKYNOLMTO30M, NeikoneHus <4x10°/n (3apernctpupoBaHHas
ABa u 6onee pas), nMMdoneHus (ypoBeHb numdoLmnToB MeHee 1,5x10°/n,
BbISIBMISIEMbIN HE MEHEee ABYX pa3) TpomboumToneHns (YpoBEHb

TpombounTOoB MeHee 100x10°/n)
MmmyHoRnormnyeckune OpnHo 13 cnenytownx: aHTuTena Kk HatueHon [1HK B natonornyeckom tutpe,

Hanuune aHTUTEN K Smith-a4epHOMY aHTUIEHY, NONOXUTENbHLIN TECT Ha
aHTudochonunuabl, NN NOXHOMOMNOXUTENbHAA peakuna BaccepmaHa B
TeYEeHNe Kak MUHUMYM 6 MeC. NpU NOATBEPXKAEHHOM OTCYTCTBMM cudunmca
C NOMOLLIbIO peakumm uMmobumnunsaumm 6negHon TpEnoHEMbI U TECTA
dnyopecuLeHTHOM abcopbLmm TPENOHEMHbIX aHTUTEN)

HapyLleHus

AHTMHyKﬂeaprle aHTuTena lNosbiweHne TTpa AHA B KPOBU



KanHnueckasa XapakTepuUCTHKA aKTUBHOCTH

CKB.

Iloka3arein CreneHb aKTUBHOCTH
R) 2 |

Temneparypa TeJa 38° C u BbIILIE Menee 38° C HopmanbHas

IMoxynanue BripaxxenHoe YmepeHHoe HesnauurensHoe

Hapyumenue Tpopuxku BripaxxeHHoe YMepeHHoe YMepenHoe/
He3nauntenpHoE

IHopa:keHue Kok «babouka» uiau 3puTema, Hecnemuduueckas JluckongHbIe o4aru

KAl PUTBI apuTema

Hommaprpur OcTpbli, TOAOCTPHIN ITopoctpslii Aptpanruun

IMepuxkapaur BrimmotHoM Cyxoit AJNre3uBHBIN

Muoxkapaur BripaxxeHHbIM YMepEHHBIN Kapauocknepos

IHpokapauT/IndmMana- BripaxeHHbIN -—- Henocrarounocts MK

Cakca

IaeBpur BrinotHou Cyxon AJIre3UBHBIN

JAn¢¢y3ublii Hedporuueckuit CmenrasHoro Tumna MoueBo¥ CUHIPOM

rjoMepyJaoHeppur CHUHIPOM

ITopaxxenne  HepBHOM DHIepasopaauKyio DHIepaOHEBPUT [TonmmueBpUT

CUCTEMbI HEBPUT




AaboparopHas creneHb aktTuBHocTu CKB.

[Toka3zarenu CreneHb aKTUBHOCTH
3 2 1
['eMomioOuH 1/1 Menee 100 100-110 120 u 6omnee
COD mm/4 45 u 6oiee 30-40 16-20
®uOpHHOrEH /11 6 u Oonee 5 4
Y- roOynunbl % 30-35 24-25 20-23
LE-xknerku ga 1000 5 1-2 Enunnynasie nim
JIEUKOLIUTOB OTCYTCTBYIOT
AHO®, tutpsl 128 u BbIIIIE 64 32
Tun ceeyeHus Kpaesou ['oMorenHsIl 1 ['omOreHHbIN
KpacBou
Anturena k H/IHK, BripaxxeHHbIN YMepeHHbIN He3HaunTeHbHBIN

HpOI_[eHT CBJs3bIBAHUSA
UK




Nuprexkchr akruBaoctu CKB
* SLAM — Systemic Lupus Activity Measurement
* SLEDAI-2K - Systemic Lupus Erythematosus
Disease Activity Index
* ELCAM — European Consensus Lupus Activity

Measurement



Bannbl

8
8

MposiBneHue

anmnpucTyn

NMcuxos

OpraHunyeckune

SLEDAI-2K

OnpepeneHune

HenaBHo BO3HMKLWIMIA. IckniounTb MeTabonunyeckme, NHEKLMOHHbIE U
neKapCTBEHHbIE NPUYKMHbBI

HapyLeHne cnocobHOCTM BbINOSMHATL AENCTBUSA B HOPManibHOM peXnme BCrneacTame
BbIPaXX€HHOIo M3MEHEHUSI BOCNPUATUSA AEUCTBUTENBHOCTHN, BKIOYas ranmtiounHaumnm,
0eCCBA3HOCTb MbILUNEHUS], 3HAYNTENbHOE CHMKEHME acCoLIMAaTUBHbLIX CTOCOOHOCTEN,
NUCTOLLEHNE MbICITIUTENBHON AEATENTbHOCTU, BblpaXXeHHasa anormyHOCTb MbILUSIEHNS,
CTpaHHoOe, Ae30praHn3oBaHHOE UM KaTaToOHNYeckoe noseaeHne. IckniounTb
nogo0bHble COCTOSIHNA, Bbl3BaHHbIE YPEMUEN UK NEKaPCTBEHHbIMU Npenapartamu
HapyLueHne ymCcTBEHHON AeATENbHOCTU C HapyLLEeHMEM OpUEHTaLNK, NAMATU NI

MO3roBbl€ CUHOPOMBI OPYIrnx MHTereKkTyaribHbIX cnocobHocTen ¢ OCTPbIM Ha4aJioM " HECTONKUMU

3puTernbHble
HapyLleHns

PaccTtpouncTa co
CTOPOHbI YePENHO-
MO3roBbIX HEPBOB
[onoBHasa 6onb

KNMHMYECKMMM MPOSABNEHNSIMM, BKIOYasi 3aTyMaHEHHOCTb CO3HAHUS CO CHUXXEHHOW
CNOCOBHOCTLHO K KOHLIEHTPALIMM Y HECMOCOOHOCTBLIO COXPaHSTb BHUMaHUE K
OKpYy’)KatoLLeMmy, Noc MUHUMYM 2 13 CriedyoLLmMX: HapyLleHne BOCNpUATHUS,
BeccBsizHas peydb, 6ECCOHHMLIA NN COHNTMBOCTb B JHEBHOE BPEMS, CHUKEHNE NN
MOBbILLEHME MCUXOMOTOPHOWN aKTUBHOCTU. ACKNiounMTb MeTabonmnyeckume,

I/IHCbeKLI,I/IOHHbIe 1 NeKkapcTtBeHHbIE BO34ENCTBUA
N3meHeHusa Ha ceTyaTtke (BKNtOYas KNeToyHble TenbLa, KPOBOUS3ITUAHUA, C€p03HbII7I

aKccyaaTt unv remopparmm B COCyamMcTon o60oYKe) Nnn HEBPUT 3pUTENBHOMO HEPBA.
NcknounTb cnydan nogobHbIX MIBMEHEHUI MPU TMNEPTEH3NUN, UHAEKLUN U
neKapCTBEHHbIX BO30EeNCTBUAX

BnepBble BO3HMKLLAs YyBCTBUTENbHASA UK ABUraTesibHasi HeBponaTus YepenHo-
MO3roBbIX HEPBOB

BbipaxeHHas nepcucTmpytoLlasi ronoBHasi 6onb (MOXET OblTb MUTPEHO3HOMN), He
OTBEYaloLLas Ha HAPKOTUYECKME aHaNbreTUKN
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HapyLwieHne mo3roBoro
KpoBOOOpaLLeHus

Backynut

ApTput
Mwno3sut

LnnuHgpypus
[emaTypus

[MpoTenHypus
Jlenkouutypunsa

BbicbinaHna Ha Koxe
Anoneuunsa

A3Bbl CIN3NCTbLIX 060no4eK
[Mnesput

[Mepukapant

Hu3kum komnnemeHTt

MoBbILWEHHLIE YPOBHN aHTU-

OHK
Jlnxopagka

ToomMOOolLInTONEeHnd

SLEDAI-2K

BI'IepBbIe BO3HUKLLUEE, NCKITIOYaA TaKoBOE BCIieACTBUE aTEepPOCKI1eEPO3a

A3Bbl, raHrpeHa, ©onesHeHHble Y3€J1KM Ha narlibuaXx, OKOJIOHOIrTeBbIE VIH(*)apKTbI,
remopparmm nin gaHHble ovoncun nnu aHrnmo-rpamMmbl, noaTeepXxgarLine BaCKyrnnT

>2 Bone3HeHHbIX CYCTaBOB C NPU3HaKaMu BocrnaneHusi (OTEK U BbINoT)

lMpokcumanbHasa MblwedHasa 6onb/crnabocTb, accoumMmpoBaHHasa C NOBbLILLEHHbLIM
ypoBHeMm KOK/anbaonassl, unvn gaHHele SMIT nnun 6noncum, noareepxaatowime

MUO3UT
3epHUCTbIe NN 3pUTPOLIUTaPHbIE LINIMHAPSI

>5 3pUTPOLMTOB B NOSIE 3PEHNS, UCKIIOYAst Crlydan MoYeKameHHon 60esHu,
WMHEKUUM 1 Apyrue NpuYmHbI
>0,5 r/cyT

>5 NeNKOLMTOB B NOSe 3pEeHUS, UCKITYaa UHPEKUMOHHbIE MPUYNHDI
BbicbinaHmsa BocnanuMTenbHOro xapakrepa

MNoBblWEeHHOE o4aroBoe nnu ouggysHoe BbinageHue Bosioc
N3baseneHus crnmamcton o6onoYvkm pta n Hoca

Bonb B rpyaHoON KneTke ¢ LWyMOM TPEHUS NIEeBPbI, UMW BbINOTOM, UIN YTOSLWEHME

nnespbl
MepukapavanbHas 605b ¢ 0OgHUM U3 CriedyoLwmnx NPU3HaKoB; LWYM TPEHMUS

nepvikapaa, aneKkTpokapauorpaguyeckoe nnm axo-kapanorpadguyeckoe

noATBepXaeHne
CHmxeHne CH50, C3 unu C4 Huxe HWXKHEN rpaHnLbl HOPMbl TECTUPYIOLLEN

naboparopuu
>25%

>38 'C, UCKIMHUYUTb MH(PEKLIMOHHBIE NMPUYMHbI

<100x109/n, nckno4vasa nekapcrTBeHHbIe NPUYnHbI



SLEDAI-2K

» BHOCAT 6annbl, ecnu gaHHOE NPosiBNEHNE NMPUCYTCTBYET HA MOMEHT
OCMOTpa U1 UMeno MecTo B TedeHne 10 npeawecTsoBaBLUMX OCMOTPY
OHEN.

 SLEDAI-2K, B oTninyme ot SLEDAI, no3BonsaeT y4eCcTb NEPCUCTUPYIOLLYIO
aKTUBHOCTb, CBSI3aHHY0 C HANIMYNEM KOXHbIX BbICbIMaHUN, A3B
CINU3UCTbIX 000M04YEK, anoneunmn U NPOTENHYpPUN

 SLEDAI y4nTbIBaET TONBLKO peumnans nnmn nepBUYHOE BO3SHUKHOBEHNE
TaKux NPU3HaKOB, Kak KOXXHas CbiMb, anoneuunsi, 13Bbl CIIN3UCTbIX
obono4yek n Npo-TenHypus, a SLEDAI-2K - Hann4ue noboro BapmaHTta
OaHHbIX NPU3HAKOB (BHOBb BO3HUKLLNW, peuMamnB, NEPCUCTUPYIOLLLAS

aKTUBHOCTb)



Bcrpeuaemocts kamHU4Yeckux npusHakos rnpu CKB

IHposinenunsa CKB Yacrora (%)
ApTpUTHI 84
KoxHast chInb 58
JInxopanka 52
doToCeHCUOMIN3AITHS 45
Hewnpomnarun 39
Cepo3uTtsl 36
Cungpom Perino 34
S13BBI B 1OJIOCTH pTa 24
TpomOoIUTONEHUS 22
Livedo reticularis 14
Tpom0603b1 14
JIumdoaneHomnarus |
Mwuo3uThI 9
['emonmuTHYECKAsT aHEMUS 8
[TopaxxeHue JTeTKux 7
Xopes 2




HNmmyHoaorunyeckue mapkepbl CKB

CepoJiornueckue nNpu3HaAKu Yacrora(%)
AH® 96
Anti-JTHK 78
Anti-Ro (SSA) 25
Anti-LA (SSB) 19
Anti-RNP 13
Anti -Sm 10
P® 18
AT k xapauonunuaam [gG 24
AT x xapauonunuaam IgM 13
BonyaHOYHbBIN AaHTUKOATYJISTHT 15




“Butterfly”

rash of Lupus
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HNMmyHOAIOOpUCIIEHITNA
(MMMyHHBIE ACTIO3UTHI B KOXKE)




H3MmeHeHnsA COCyAOB




Mopdoaornueckue TUITbI BOAUAHOYHOI'O

raomepyroHedpura (kaaccudpukanua BO3)

Tunel

[ TuIT — HOpMaJbHBIE KITyOOUKHU

II T — Me3eHTruajapHO-

nposin)epaTUBHbBINA [NIOMEPYJIOHE(DPUT

[II Ty — hoKaTbHO CETMEHTAPHBIM

IJIOMEPYJIOHEPPUT

IV tun — nuddy3nbiii

IJIOMEPYJIOHEPPUT

XapakTepucTHKA

OTcyTCTBHUE U3MEHEHHS B KITyOOUKaX MpH

CBETOBOU MUKPOCKOIIUHU

He3nauntenbHas kiaeTouHas MHQWIbTPALUS

ME3aHTHS U/UIIHA €TO paCInpCHUC

[ToBpexxaeHus KITyOOUYKOB B BUE HEKPO30B

W/WIIHA CKIIEPO3UPOBAHUS

be3 cermeHTapHBIX TOPAKEHUN
IToBpexaeHuEe B BUIE HEKPO3OB

[ToBpexieHre B BUAE CKICPO3ZUPOBAHUS



Mopdoaornueckue TUIBI BOAYAaHOYHOTO
raomepysroHedpura (kaaccudpukanua BO3)

Tunbl XapaKTepruCTUKa

V tun - nuddy3ubii MeMOpaHO3HbIH  MeMOpaHO3HBIN ITTIOMEPYIOHEPPUT

rJIOMepyI0oHEePPUT ACCOLIMMPOBAHHBIN C ME3aHTHAJIbHBIM
AccorupoBaHHbI# ¢ (POKAITHLHO
CErMEHTapHBIM WA NPOoJru(epaTUBHBIM
IJIOMEPYI0HEPPUTOM
AcconnupoBaHHbIN ¢ AU hy3HBIM

IJIOMEPYJI0HEPPUTOM

VI tun — nprpeccupyromum

CKJICPO3HUPYIOIIHI TTIOMEPYJIOHEPPUT



Karaccudukaiya XxpoHU4YeCKon 00A€3HU
rmouek (NKF, USA)

IIEPEBOA HA
ATAAT3

Craanma | XapakrepucTuka CKo Pexomenayembre MmeporpuaTus
(Ma/Mun/1,73
M2)
Haamawne dakropos pucka: >90 HabAroaeHHE, MEPOIIPHUATHSA IO CHIZKEHHIO
PHCKa Pa3BUTHUA ITATOAOTHUH IIOYEK
1 [Topaxenne modvex ¢ >90 < AmarHocTHKa U A€YEeHNE OCHOBHOTIO 3200AEBAHUA
HOPMAABHOU HAN AASL 3AMEAACHUA TEMIIOB IIPOTPECCUPOBAHUA 1
roseitieHaon CKOP CHIKECHIE PHCKA Pa3BUTHUA CEPAECIHO-COCYAUCTHIX
OCAOKHEHUU
11 IToBpexaeHuE 1OYEK C 60-89 O11eHKa CKOPOCTH IPOTPECCUPOBAHUA
ymepeHHbIM cHuKxeHneM CK®
III CpeAHAA CTEIIEHD CHUKEHUSA 30-59 BriasAeHue u AevyeHne OCAOKHEHUU
CK®
IV Brrpaskennas cremeHs 15-29 [ TOArOTOBK2 K ITOYEYHOU 3AMECTUTEABHON
camxeausa CKO® Teparuu
\Y [Toueunas HEAOCTATOYHOCTD < 15 nan [Toueunas 3amecTUTECABHAA TEPANIHUA (IPU

HAAWYHAN OCAOKHEHUMN)




CKB. Lupus-uaedpur, II xaacc.

HesnaunreapHaa Me3aHruasbHaA npoaudpepamnusa

PAS




Cucremyuas KpacHasd BOAYAHKA
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A}OHyC—Heq)pHT. MeszaurnaAbHBIN

raomepyroredput (I tum) y 6oaproin CKB



CKB. Lupus-nedpur, IV kaacc.
And yssbiii nposndepaTuBHBIN TAOMEPYAOHEPPHUT

C IIOAYAYHUAMU
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Kaerognoe nmoayaynue.
Y4YacTok TUIEPKAETOYHOCTH C
HEKPO30OM CTEHKH KAIIMAAAPA

boarpmme runepkaeTouHbIE
KAYOOYKH, B KAJKAOM M3 KOTOPBIX
PUOPO3HO-KAETOTIHBIE ITOAYAVHHA



CKB. Lupus-sedpur.

N P-sxcrrpeccrss IMMYHHBIX
KOMITACKCOB




Cucremyuas KpacHasd BOAYAHKA

Arorryc-aHedpput. MeMOpaHO3HBIN
raomepyroredput (V tum) y ooapHOI CKB



CKB.

AHTH(POCHOAUTTIAHBIIT
CHHAPOM.
Berpaxxenuen
CYO3AOTEAMAABHBIN OTEK C
BBIITAACHHEM (DHOPHHA



ITopaxkenue sappokapaa npu CKB

.n'w T H wm,




Aunera

= [1pn yBenuyeHun cogepxaHms B nuiie
HEHAaCbILLEHHbIX XXUPHbIX KNCNOT
YMEHbLLIAETCA UHTEHCMBHOCTb MNPOLIECCOB
BocnaneHusi n ubpo3oobpasoBaHUS

= Vit D3 He meHee 2000 ME\cyT



OcuoBHbIe TTperapatel AAd AcdeHusa CKB

I rroxoxopmurxocmepoudst 0414 npuema enymps. Hambosee gacto
IIPUMEHAEMBIE - IIPEAHU30AOH, METUAIIPEAHU3OAOH (METHIIPEA,
MEAPOA), PEAKO HAU KaK AABTEPHATHBA - TPHAMIITHOAOH.

I aroxoxopmurocmepoudvt 0411 erympueerr0z0 66edernun (IIy AbC-
tepamnms). HamboAee gacTo mpuMeHAEMBIE - METHAIIPEAHU3OAOH
(METHIIPEA, COAYMEAPOA, YPOA3OH).

Hmmyrnoodenpeccarnmepr. Hartooree gacTo mpuMeHsAEMBIE -
rmmkAopocdamu (mukaodocdaH), a3aTHOIPUH (UMYPaH).
[ TpuMmeHAOTCA PEAKO HAHM KaK AaABTEPHATHBA - XAOPAMOYITHA
(XAOPOYTHH), METOTPEKCAT, IUKAOCIIOPHUH A (CAHAUMMYH).

Amurnoxurnoaurosste npouseodwste. Hamdoree gacto
IIPUMEHAEMBIE - THAPOKCUXAOPOXHUH (IIAAKBEHHA). [ Ipumendarorcs
PEAKO AU KAaK AABTEPHATUBA - XAOPOXHUH (ACAATHA).



CxeMbl HpI/IMGHGHI/IH OCHOBHBIX HpCHﬂpﬁTOB AAA ACUCHUA

CKB

IIpeaHN30A0H BHYTPB.
1. moaaBasirormas Tepanms - 1-1,5 mr/kr/cyr (B8 cpearem 50-60 mr/cyr) 4-8 HeaeAs,
2. moaaeprkuBarormas teparwst - 5-10 mr/cyr (10-15 Aer, 9acTo MOKU3HEHHO).

MeTuAnipeAHU30A0H BHYTPUBEHHO.
1. mopasasrorman Tepamms - 500-1000 Mr B cOOTBETCTBHH CO CXEMOM MHTEHCHBHOM TEPAITHH,
2. moaaepxuBarorias Tepanus - 500-1000 mr 1 pas B mecar (Ao 24 mecsmes).

IHuxaodocdamua BHYyTPUBEHHO.
1. moaaBasrormas Teparus - 500 mr 1 pas B Heaearo 4 Heaean nuan 1000 mr 1-2 pasa npu komOMHY-

posagnoi Teparmy uAu 200 mr gepes3 aeub 10 pa3 (Ao cymmaproit Ao3sr 2000 Mr B MecHIr).

2. mopaep:kuBarorasn Teparus - 1000 mr 1 pas B mecsrr 6 mec., 3atem 200 mr 1 pas B HeAeAro ¢
p 2 I p

YBEAHYECHIEM UHTEPBAAQ MEKAY UHBEKIUAMHA (AO 5 A€T).

A3aTnonpuH.
1. moaaBasirormas Tepanus - 100-150 mr/cyr,
2. moaaeprkuBarormas teparust - 50-100 mr/cyr (A0 5 Aer).

I'mapoxcuxaopoxuH.
1. moaaBasirortias Tepanus - 600 mr/cyr,
2. moaaepskuBarormas teparust - 200-400 mr/cyT (AAUTEABHO, HEPEAKO TIOKU3HEHHO).



NMMyHOTAOOYATH (CAHAOTAOOYAMH, IMMYHOTAOOYAWTH
YEeAOBEKA HOPMAADBHBIN)

bAokaaa FC—pCHGHTOPOB n FC-3aBucumoro cuaTEe3a
AYTOAHTHUTEA

MoayAsitiasa akTHBHOCTH T-AMM@OIIITOB U CHHTE32 IIMTOKIHOB,

M3menenue CTpYKTypI)I 51 paCTBOpI/IMOCTI/I HI/IPKYAI/IPYIOH_II/IX
NMMYHHBIX KOMIIACKCOB

[ IpnmeHEHE TMMYHOTAOOYAHHOB BHYTPHBEHHO - METOA
BBIOOPA IIPHU BEIPAKEHHOU CTOMKOM TPOMOOITUTOIICHUH, IIPH
PE3UCTEHTHOCTH K Tepany Aromryc-Hedppura. Pekomenayercs
BBeAcHUE 11periapara B Aooze 400-500 Mr B cyTku B TeueHHE 3-5
ITOCACAOBATEABHBIX AHEH. 3aTeM 1 pa3 B MecAll B TeueHue 6-12
MECSLIEB.



IHukaocoopun A

Nurnoupyer cmaTe3 mAHTEP(PEPOHA-aAAB(DA
[TopaBaser akcrpeccuro auranaa CD40 ma memOpane
T-AmMponuTOB

DpdextuBeH mpu Aronyc-Hedpute (BBIPAKECHHBIN
AHTHIIPOTENHYPUIECKUN 3PAEKT),
TPOMOOITMTOIICHUN, AHEMIH U ACUKOIICHUH,

Ha done Tepanmmn DUKAOCIIOPITHOM A cHIKaeTcs
YPOBEHDb AHTUKAPAMOAUITMHOBBIX 1
AHTHUTP 0M60HHTaprIX AHTUTEA

npumengion 003er yuraocnopuna A (menee 5 yme/ xe/ cym, wame 2-2,5 me/ xe/ cym)



Mukodenoaatr Moderna (Ceaacerrr)

s AKTHBHOE COGAMHEHUE - MUKO(DEHOABHAS KICAOTA -
HEKOHKYPEHTHBII HHIHOUTOP (PEePMEHTA, AUMATHPYIOIIIETO
CKOPOCTb CMHTE3A I'Ya3UHOBBIX HYKAECATHAOB, IIPOABAAET
U TOCTATUYECKYIO, 2 HE IIUTOTOKCUYECKYIO AKTUBHOCTb.

= boaee BoIpakeHHBIIT aHTUIIPOATI(DEPATHBHBIN 9(P(EKT B
otHOIeHn 1-, u B-ammdonuros, obaapaer
AHTUIIPOAU(EPATUBHBIM ACHCTBHEM B OTHOIIICHUN
ME3aHTHAABHBIX KAETOK IIOYEK, IIOAABAAET OOPA30BAHHE
AHTHUTEA.

= Y ooapHBIX CKB c mopaxxennem movek - aAbTepHATHBA
a3aTHONPUHY U ITUKAODOCcdaHYy.



AyTOAOTHMYHAA TPAHCHAAHTAITUA
CTBOAOBBIX KAETOK.

53 OOJIBHHIX, Y KOTOPHX HaOJOIAJIOCh NOpa)XeHUE

rnouexk wuiam LIHC.
MobOunmzauma CK ocymecTBJgasacbk Cy m G-CSF
KonnunnmoHmpoBaHue: Cy m ATG.

Y 30 maumMeHTOB NOCJe TpaHcnjJaHTaumm I'CK
ObJla OOCTUTHYTA peMmccuda (MHIEKC
akTuBHOCTM CKB —-SLEDAI <3; penyKLMd IOS3EI
npenHmsosioHa <10 mMr/c), vy 4 OOJbHHX
pPas3BUIICA JIETAJIbHEIM MCXOI.

y 50% nauMeHTOB B pPas3JIMUHBIE CPOKM I10OCJIE
TpaHconnaHTauum I[I'KC pas3BUIICA PeUUINB
3ab0JIeBaHMSA, OOHAKO B BTOU IPYyIIe
[IalMeHTORB HaAOJIIAJIOCE IIOBHIIEHUE
UYBCTBUTEJIbBHOCTM K TUIIOKOKOPTUMKOIIAM.



CKB c nopaxenmem LHC

A — uyuepes 8
Mec. Ilocre
yJIbC Tepanun
LMKIJIIOPOCHAaHOM

B — nocJe
BEICOKOIO3HOU
XUMMOTepanmm C
TPAHCIJIaHTalMeN
CTBOJIOBEIX
KJIeTOK KM




Pumyxcumab — xumeprnoe anmu CD20
MOHOKAOHAABHOE AHINMUINELO

MbILLUMHBIA KOMMOHEHT
(cBA3bIBAETCH

¢ CD20-peuentopom
B-numdouutoB)

UenoseyecKknint KOMMOHEHT




Kak aerictByer Mab6Tepa?

o 7

S
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CD19+ xaerxu (x 10°/pL)

Coaeprxanne CD19+ kaeTok y 00ABHBIX PA,
ImoAydyaBoiux AeueHue Purykcumadom

300 -

200 -

Hroxmsaa rpanuiia HOpMBI

100 -

Aenp Hepaean



YpoBeHb CD20 y 6onbHbIX CKB Ha hoHe

o knetoxk TEPAMMM pUTYyKCMMabom (n=15)

35

30 -

25

20

15

10 -

Yoshiya Tanaka et al., Mod Rheumatol, 2007. A multicenter phase 1/11 trial of rituximab for refractory systemic lupus erythematosus



N3meHeHue aktuBHoctn CKB Ha dpoHe Tepanum

pUTYKCMMabom
BILAG score
30 ——[layneHT 1
/ MNMayneHT 2
25 _ —a—[laymeHTt 3
MNMayneHT 4
—=[layneHT 5
20 =e—[lalueHT 6
15
10 -
5 L
0
0 1 2 3 4 S} 6

Maria J. Leandro et al. 2002, Arthritis & Rheumatism



Purykcumad (MaoTepa)

MaGrepa*

PereNas

PCHEP0=" 10T W NENTOTOO0 O
DRCTAIED AN My

Bemmryckaercsa Bo dpaakonax mo 100 m 500
MT

BBoauTc BHYTPUBEHHO KAalIEABHO IIpHU
IIOMOIIN CIIEMUAABHBIX YCTPOHCTB AAf
nH@PY3HH — HHQy30oMaTa

PexxuM BBEACHHA: ABAKABI C THTEPBAAOM B
2 HEAEAU UAU YETBIPEKABI C HUHTEPBAAOM
B 1 HeaeAro

Pemrerrre 0 HEOOXOAMMOCTH HOBTOPHOTO
BBCACHHA IIPUHUMAETCA Yepe3 6 MecAIeB



BceMm A OOABHBIM MOKHO HA3HAUUTD OMOAOTHUYECKUE
IpenapareI?

HeAb3a HazHavaThH ImanucHTaM CO  CACAYVIOIIIMMI
3200AEBAHUAMU / COCTOAHUAMU:

m  TSKEABIE MH(PEKIINH (CEIICUC, A0CIIECC, TYOEPKYAE3 U AD.)

m  CEPACYHAST HEAOCTATOYHOCTD

s OEpPEMEHHOCTB,

®  KOPMACHHE I'PYABIO

m ACTCKHU BO3pacT (MeHee 18 aer)

m IIOBBIIIICHHAA 9YBCTBHUTCABHOCTD K KOMIIOHCHTAaM ITHUX
Hp eHap aTOB






Cracu00 3a BHUManue !



