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CucremHas KpacHas Bofl4aHKa



CKB - cucremHoe aytommmyHHoe 3aborneBaHue HEM3BECTHOMN 3TUOSIOTUM,
XapakTepu3yrLwieecsi rmnepnpoaykumen pasrimyHbiX aHTUTEnN K
KOMMOHEHTaM f4pa U UMMYHHbIX KOMMJIEKCOB, Bbi3bIBalOLLUX
BOCNanuTenbHoe NoBpeXaeHne BHYTPEHHMUX OpPraHoB.



nvuaeMumonorusa:

CKB npenmyLieCcTBEHHO Nopa)kaeT XeHLNH OeTOpOoAHOro Bo3pacTa

B pamkax npoekta Euro-Lupus npoaHanm3npoBaHoO
1000 nauneHnToB ¢ CKB

357
® BospacT Ha MOMEHT MOSIBNEHUSI CUMATOMOB
BospacT Ha MOMEHT YCTaHOBMNEHMS AnarHo3a

257 [lonsa 60nbHbIX XeHLWKWH: 91%
] CpenHun Bo3pacT gebtota (nossneHns
20 cuMnToOMOB): 29 nerT;
15 I cpeaHnn BO3pacT Ha MOMEHT YCTaHOBIEHUS
anarHosa: 31 roa

107
I []

<1o ' 11-20 21—30 31—40 41-50 51—60 61-70 71—80 >80 |
BospacT (ner)

307

MaumeHTbl ¢ CKB (%)

5-

v' = 1yenosek u3 1000 B3pocnbix umetoT CKB | MHbekLum 1 c/c 326 (satem — BrH u

v B cpepHem, 6-e CKB ymupaltot = Ha 25 ner
paHbLue

nopakeHusa LUHC)

Mexagy Hayanom BIH n «nove4yHoit cmepTbio» -

= 7,5 net



CKB: naTtodusnonorna-mHororpaHHa, usyyeHa HegoCctaTto4yHo !

9TUONOrnMA HEN3BECTHA
* BupycHaa nipekuma (EBV) ? s
* [eHeTMueckune d-pbl?
* [onoBble rOPMOHbI ?
* YOO?

)
L]

N
™
L - e
- &
2 )
Py ‘.
?

- ..“’a a
2 o%
. ‘,’

B-Knet pedekKrbl:
* [MonnknoHanbHaA akTuBauma B-nd
Hapyii UNTOKNHOB: * Hapyw TonepaHTHOCTM K ayTo-Al
IFN-a, IL-6, IL-10, TNFa * Mpog, ayTo-AT (H-AHK, aT-®/1, Ro/La, aHTu-
BLyS / BAFF (B-nd ctum @) 3p,aHTU-TP)
* Unpkynayma n aenoHnposaHune UK
T-knet pedekKrobl:
Th17, Treg, TFH - cybnonynauum

OedeKtbl NK-KneTok,
MmaKkpodaros




B N anonTos - 3anporpaMmmupoBaHHas = . HedeKTbl anonTo3a n HecBoeBpeMeHHoe yaaneHue

UL C G AR ELEU IS B EINEN a8 anonTo3HbIX Ten — BaXKHaA NPUMYMHA NOABAEHUA

3anycKaeTca aKTuBauuen
MMMYHOpeLenTopa NPorpammHoOMn AHA npu CKB

KNEeTOUYHOI CMepTy.
CuHTEe3npytoTca pepmMeHThbl, e
pacwennstowme reHomHyto JHK Ha | ‘ l""'—
HYK/N€0COMHbIE CETMEHTbI. ;

Ha nosepxHOCTM KNeTKK 06pasyrorca

BbINAYMBAHUA LUTONNA3MbI,
copepxawme pparmeHTbl Aapa, obpasys

anonrto3Hble Tena, Kotopble 4 B cell ,’
darounTUpyloTcs. / \
B AlK npoucxogunt nx npoueccuHr, u i ‘ ; .t - S }_

Macrophage

Dendritic cell

T helper cell

3HAOreHHble NenTuabl B KOMMAEKce C
moneKkynon HLA Il Knacca npe3eHTUpyroTCcS _ ‘ # 6
T-knetkam, Kotopbie B N K HUM ' w

TONIePaHTHbI.

AnonTto3Hble KNeTKU BcaeacTtesue pasHbix

AedeKToB ABNAIOTCA BaXKHbIM
UCTOYHUKOM ayTo-Ar npu CKB



Ona O3 — 2 4 kputepues,
U3 HUX 2 1 — KNTIMHUYECKNMN
2 1 - UMMYHONOrMYecKum

AnarHo
Kputepuy

B 2012 rogy rpynnoi

Systemic Lupu: aternational B
pHelirz1e0le t SLIC / prow

;_f,-;" G




KnnHunyeckue:

1

OcTp KOXHbIU Atonyc (paHee — «CKy/10BasA 3pUTeMa») — He-uHAypaTUBHbIE
ncopuadopmHbie 1 / NN aHHYNAPHbIE NOJIULMKINYECKUE MOPaXKeH s,
doTouyBCcTBUTE/NIbHBbIE, Pa3pelatowmneca 6e3 pybueBaHma, MHOrAa € NOCT-
BOCMANNTE/IbHOW ANUCNUTMEHTALNEN NN TE/IEAHTUIKTA3UAMM

—



XpOHUUYECKUM KOXKHbIN Ntonyc (paHee — « AUCKOMUAHAA CbiNb») —
JIOKaNN30BaHHbIE (Bbille LWEeWN) AN FTEHEPASTU30B (BbilLe U HUXKe LWen)
ANCKOUAHbIE BbiCbINaHWA. BonYaHOUYHbIM NAHHUKYAUT.
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A3Bbl CAM3NCTOMN PTa — PACMNONOXKEHHDbIE HA
CM3UCTON Heba, BHYTPEHHEN NOBEPX WeEK, A3blKa U1K HoCa , 6be3601e3HEHHbIE

(B oTCYTCTBMUM APYrMX NPUYMH, BKAIOYAA UHeKUuuu (repnec), npuem KUCA0M NULLY,
BaCKy/uTbl, 6-Hb bexueta, HAK)



JETIer——

He-pybuosasa anoneuna — anddy3Hoe UCTOHYEHUE

NI TIOMKOCTb BOZ1IOC C BUAMMbBIMU UX N3/TIOMAMU

(B oTCYTCTBME APYrNX NPUUYKNH, BKAKOYAA Npuem np-1oB, AeduULMT Kenesa,
aHAPOreHHYIo azioneuuio)
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CnHOBUT C BOBNEY 2 2 CYCTAaBOB —

NPUNYXN0CTb UNN NOKPACHEHNE NN
| 60/1€3HEHHOCTb = 2 CYCTaBOB

+ 2 30-MMHYTHAA YTPEHHAA

CKOBaAHHOCTb




Cepo3utbl —
v TUNWYHBIN NAeBpuUT C Honbio > 1
AHA UV NNEBP BbINOTOM UM

LLIYMOM TP N/IEBPbI;
v TmMnuy nepmkapa 6onb (ycun B
ropu3 NoNOX, 0ca1ab B NOAOXK CMAA

C Hakn Bnepea) > 1 AHA Unu
nepuKapa BbINOT UM LLUYM TP
nepukapga nnm nam Ha IKr (B8
OTCYT AP NPUYUH, BKN
nHbekummn,ypemuto,lpeccnepa)




MopakeHue noyeKk — npoteuHypusa = 0.5 r/cyt
WNW 3pUTPOLIUTAPHbDbIE LUIMHAPDbI B 0OCaAKe MOUM

Knacc | — me3aHrnanbHbii HeGpPUT C HOPMAJIbHbIMMU
KN1ybouKamu.

Knacc Il — nponndepatnBHbin me3aHrnanbHbi HedpwurT.
Knacc lll — nponndepatnBHbIM 04aroBbIN
rnomepynoHeppuT.

Knacc IV — nponndepatnsHbit andPpy3HbIn
rnomepynoHeppuT.

Knacc V — membpaHO3HbIN rOMeEpPY/IOHEPPUT.

Knacc VI — cknepo3unpytowmin rnomepynoHedpuT.

T
%



HeBponoruueckne npoaBaeHUA — Cyaoporu, NCUxo3, MHOXECTBEHHbIe
MOHOHEBPUTbLI (B OTCYTCTBUM APYIUX NPUYMH, HANPUMEP, NEePBUYHOIO
BACKY/IUTA), MUENUT, HermponaTna nepud nam KpaHmanbHbiXx HePBOB (B
OTCYTCTBMM NEPBUYHOIO BAaCKyIMUTa, MHPEKLMA UK caxapHOro anabeTa),
OCTPaA OrnyLWweHHOCTb (B OTCYTCTBUMN YPEMUU, HAPKOMAHUMN)




OTHER ANALYSES

GY HEMATOLOGY
Nephr Anemia Progesterm
Neph Adenopaltny
Patent Anticoagulant Hepann
na Anticoagulant Sintron
Bleeding diathes\s 3 -
Coagulopatny
ephrophaty
Lithiasis U
| oncology ()
Nephritic U
_Nephrotic |
femonutny aHemua — Hb <110 r/n

Jlar Nephrophaty + PETUKYNOLMTO3 + «+» npamoi TecT Kymbca)

nsplant recipient » —

tir1lar



NeiikoneHuna / numdoneHuns
1< 4 x 109 —xota 6bl 1 pa3; 1p <1 x 109 — xoTa 6bI 1 pa3s)

g "
F.

YMelLImere KonmiecTsa DerLIx KPOoBAIILIY Teel] ((TeRKoIeIn)

HOpMdaNneHaA

A SR

AedioneHWA




TpombouutoneHus

Tp < 100.000 — xoTAa 6bI 1 pa3

(B OTCYTCTBMUM NPUMEHEHUA
HedpaKUMOHMPOBAHHOIO renapuHa,
NOPTa/IbHOW FTMNEPTEH3UMN,
TpoMmboLUTONEHNYECKOM NYypPNYpPbI)




AHTUHYKNeapHble aHTUTena —

UmmyHonoruyeckue: ANA

ATt K asycnup (HatusHou) OHA —
anti-dsDNA

AT K 6enkam Sm — anti-Sm

AT K dochonmnupaam — BoNY a-Koar,
JIOXKHO - + TecT Ha cn®, aHTU-

KapAuMoaunuH (Bbic namn cpeaH
TMTpbI IgA, 18 G nan IgM), aT K B,-
[MIMKONPOTEUHY

HusKkunin ypoBeHb KOMNaAeMeHTa —
C3, C4 unn CH50

«+» npamou tect Kymbca—ecnm
HeT remoIuT aHeMuu




He BowAn B KpUtepuu, Ho |
BaXXHbI B A-Ke: g

dotoceHcMbunmnsaumsa
CuHppom PeitHO
CnneHomeranus
NTumdpoapeHonaTusa
Jinxopaaka

* O6wana cnaboctb
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NEYEHUE CKB




Oowasa cxema nedeHmnsa CKB
4

Bo3pgencreune Ha
MWMMYHHbIE
npouecchl:

1.[NHOKOKOPTUKOCTE
pouabl

2.LutocTtatnkmn

3. AMUHOXUHONNHOB
ble NPOM3BOAHbIE

[MpodmnakTuka | " NeyeHne oCnoxHeHuNn
OCINOXHEHUN MMMYHOCYNPECCUBHOM

nMMmyHoaenpeccunsH Tepannn:

o1 Tepanuu: 1.MNpoTnBOSA3BEHHbIE
1.Mpenapatbl nelzntEleE I
Kanbumsa + BUTaMUH 2.CaxaponoHuxatoLime
il npenaparbl

3.budocdoHaTthl

4 AHTUOMOTUKM,
FIpOTI/IBOI'pI/I6KOBbIe/

2.[MpoTNBOSI3BEHHbIE

npernaparbl




AR AGVE AW &8N

Knacc Mex-m a-a Mp-Tbl / AO3bI Yactblie 3 KoHTposb
UHr UOT, 6noKk | AAMKno-peHak XKKT- NAK, TowH, 60s1b B

cuut M, n/Bocn / | 100-200 mr/c, WHTepCcTUL, 3NUracrp,
aHanor / apyrue HedpuT, meneHa, aH Kp /
aHTUNupeT nopax m obuw, Kp,
neyeHu, Al ACT,ANT

MN/mana-  HeAacHbl. CHUXK f'Mppokcu- PetuHonatua, [n aHO 1 nonAa 3p
pUiAHbIEe  aKTUB T-KA, UHr XJI0POXUH cnabocTtb — UCXOAHO U

LLUTOKUHDI 200-400mr (1- 2 p/roa
271) /eyt
nioKo- feHom/HereH — Ip BHYTpPb A m.T., AT, CA, A, rnok (3-4
KOPTU-  MHOX 3¢-Tbl Ha 0.25-2.0 KaTapaKTa, p/ron),
Kounapbl UMMYH mr/Kr/cyt oteku, W K, K, nnnuapi
c-my (610K MIp 8/8 500- a6, rnay, (1 p/rop),
LLUTOKMHOB U Ap) 1000 mr/c -3- MHdeKLMM AEHCUTO
64 (1 p/rop)

drVT T & TAaAw s VN
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~  Knacc Mex-m a-A Mp-Tbl / AO3bI Yacrtbie 1 KoHTposb |
nuTAa MHOX 3¢ Ha um L® BHYTP 1-3 Mueno- AH Kposu (+Tp), Kp,
c-my (W nponud  mr/kr/cunu B/B cynpeccums, ACT / ANT, aH
T-uB-knugp) 0.5-1r/m?1p/mec renaToToKc MOoYM
> A3A - BHyYT 1-3 HeppPOTOKC
mr/Kr/c HapyLeHue

MM®-BHyT 1-3 depTUNBbHOCTH
r/cyt UHPEKUUUN, OHKO
MTx — 2.5-20 mr/H

MeToTpekcaT-TeBa

Methotrexate
25 Mr/mn

Bax
AI0COK ENDOXAN®
1w 200 mg

Llsnadsacgamic,

PozunH gns iH'ekuin

1 thnakau

Mopousox JAA POIYRHY
AN iH ERiA

<E TEVAGUARD

®nakoH 2 mn

——
AT

50 Tabner
" CrepunbHo

[ns BHYTPILUHEOM'A30BOTO,
BHYTPILLUHEOBEHHOTO, Meror
.‘:.-p«n.,

O

: pekcal
iHTPaTeKansLHOro BBeAeHHS exate |

exale i

5 lemes B rdanen,
= Hivemmng




Mex-m a-A

Mp-Tbl / po3bl

Yactbie N9

KoHTpoO/b

UHrKn-
6utopbl
Kanbuu-
HeBpPUHA

S = o = = b e e W R R

;
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OVARTIES

-
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Liuxnoenopud

@ aKTUBHOC-T! T-
nmMmoo-umToB

Mpevm —
BI'H (HeT 3¢ ot ap),
nocse TpaHcnAa opr

& B

AN MMVYH

100 \r

LluknocnopuH HedpoTokc Kpea, K, ACT, AT,
(CaHammmyH renaTtoTokc aH Kp obuwy
Heopan) 150

mr/c
5-7 TbiC.p /| mecC
TaKkpo-numyc SQPOUTOt
(Mporpad) 0.1 UHeKLUU To xe + AL,
mr/Kr/c onyxonu rNIOKO3a, KOHTP
WHCOMHMA KOHL, Np-Ta B Kp

't:!

'.._l-

@

30-35 TbIC.p/MecC

-
A i SRR




MoHokno ¥ Konuuecrsa B- Putykcumab
Ha/bHOe nmMmooumnTos (Ma6Ttepa,
AT - CD20 PeputyKc,
NMpeum — PetyKkcmum) 1000

BrH (wet 3¢ ot Ap) Mr

B/B/Z HEA—Z p,
NOBT KaXkA, 6 mec

MabThera”
1400 mg

‘ solution for
‘ subcutaneous injection

Rituximab

1400 mg/11.7 ml

For subcutaneous use only

s

UHdekumn,
dHeMuUA, n-
nexus, Tp-
neHus, Hap
putma, UM

100-250 ThIC.

N Pyrykcumat

R TS wr

4 &
tnw Pepaumync” 1000
a1 up

e KohyeHnTpar
S, A7 NpAraTEANEHAR
™ pacTuopa
AAn vrdiyana
iy
o 10 mrfmn
%
Ot
10 mn

Twar ot6op, The,
RoOrlK, aH Kposu
o6y, KK

p/ 6 mec




MoHoKNO CHu)XeHwue

Ha/bHOeEe anddepeHy B-

AT - BLyS nmmoouy,
CKB, He BI'H

Bennmymab
(beHnucra) B/B
10 mr/Kkr/ 2-4

- .

UHdeKuun, To e, »anobbl
TOLLUHOTA, KT, nudeku, obuy
Aunapes, aH Kp, HeBpoaor

WHCOMHMUSA, -

Aenpeccus
. - N

27 TbiC.p | mecC



OueHKa cteneHn aktuBHocTn CKB

Systemic Lupus Erythematosus Disease Activity Index

SLEDAI, SLEDAI-SELENA

Cypoporu - 8

MNpoteuHypusa >0.5r/n - 4

[Tcnxo3z — 8

Nenkountypma>5 6e3 UMC - 4

OpraH nopax r.m.-8

BHOBb BO3H 3putema - 2

Hap 3peHuna - 8

BHOBb BO3H anoneuua - 2

Hap 4/m HepBoB - 8

BHOBb BO3H A3BbI C/1 - 2

JltonycHaa ron 6onb - 8

[nespuTt - 2

Llepebpo-Back KaTacTtp - 8

[Nepunkapaut - 2

Backynut - 8

Husk komnanemeHT - 2

ApTtput -4

AT-dsDNA - 2

Mwuo3ut - 4

Jlnxopaaka - 1

2p UumMnuHapsl - 4

Tp-neHmna < 100-1

[emaTypuAa - 4

NlenkoneHna<3x10°-1

CreneHn aKTUBHOCTMK:

0 6annoB — HEeT aKTUBHOCTU

1-5 6an10B — HM3KaA aKTUBHOCTb
6-10 6ann10B — cpeaHAA CTENEHb
aKTUBHOCTU

11-19 6ann0B — BbICOKas
aKTUBHOCTb

20 n > 6annoB — 04EHb BbICOKaS
aKTUBHOCTb



MuHUManbHaA akTUBHOCTb/ MMHMManbHoe 060CTpeHue

CTapToBbie Np-Tbl ¥ UENEB A03bl . Llenb! - npu crab pemuc -

/(ecnu HeT NPOTUBOMNOKa3aHUM): ‘ nocren W f03y U HaKoHeL,
IK: npeaHu3 -mecTH / BHYTpb <20 - | oTmeHuTb Np-Thl, Kpome FOXX
mr/cyT - 1-2 Heg unu B/m / B/cycT ‘

metun-npegHus 80-120 mr

v + ruppokcnxnopoxuH (FTOXX) < 6,5
mr/Kr/cyT

v u/vnn MTX 7,5-15 mr/Hep,

v n/vnnun HNBIM (HeckonbKo AHeN nam 1-

2 Hep) "

W,
v npepHu3onoH < 7,5 mr/cyr AN N G TP
v' 4+ [OXX 200 mr/cyT u/van MTX 10 S ] N

. mr/Hen

KnnHuuyeckue npoasneHunA CKB
Cnaboctb, ckynos cbinb, audpdpysHaa anoneums,
A3Bbl CAU3 pTa, apTpanrnu, muanrum, Tp 50-149 x 10°/n



MepeHHoe of

- K

CtapT np-Tbl U Lenes Ao3bl (HeT n/nokasaHumn):
v" MpeaHn30n0oH BHYTpb < 0,5 mr/kr/c uanm M s/s <250
) mr 1-3 p nam 8/m 80-120
: — " Y +A3A1,5-2,0 mr/kr/c uau MTX 10-25 mr/Heg nnu

b —— MM® 2-3 r/c unu Licnop < 2,0 mr/Kr/c

' L = v +TOXX < 6,5 mr/Kr/c
A

s

‘ v ,‘ L ~——
- Moppep Ao3bl (ecnu HeT NPOTUBONOKa3aHUMN):
Mp £ 7,5 mr/cyT + A3A 50-100 mr/c uam MTX 10 mr/H

mnn MM® 1 r/c unm LUicnop 50-100 mr/c+FOXX 200/c

OTMEHWUTb MNpP-Tbl, KPOME |

KnnHuyeckue npoasneHuA:
JIuxopapgkKa, Boau cbinb < 2/9 noBepx Tena, Kox
BaCKY/IUT, a/ioneuuna+ Bocn CKaZibna, apTpuT, N1eBpuUT, nepukapaur, renatut, Tp = 25-49 x 10°/n




bICOKas aKTUBHOCTb / TsXKenoe obocTpeHue

\ CrapT np-Tbl U Uenes A03bl :
' v" Mp BHYTPL £ 0,5 mr/c +/unn MN 8/8 500 mr 1-
| 3p
. i . —npucTtab pemnc — nocren W/ A03y v Wam MNp < 0,75-1 mr/Kr/c
N HAaKOHeLl, OTMEeHUTb Np-Tbl, Kpome [OXX V' +A3A2,0-3,0 mr/kr/c unn MM® 2-3 r/c

wnu U B/B nam Ucnop < 2,5 mr/Kr/c
v +TOXX £ 6,5 mr/Kr/c
e A A

Noppepx Ao3bl:
Mp £ 7,5 mr/cyT + A3A 50-100 mr/c
wau MM® 1-1,5 r/c nam Ucnop 50-
100 mr/c + FOXX 200/c

i

KnnHuyeckme npoasneHums:
Bonu cbinb > 2/9 nosepx Tena, MMO3UT, TAXK NAEBPUT / NepuKapAUT C BbINOTOM, aCLLUT, SHTEPUT, MMUeonaTusa,
NCUX03, CNYT CO3HaHWUA, HEBPUT 3p HepBa, Tp < 25 x 109/n



',-A L3
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doTtonporekuua (kpembi ¢ SPF 30-50, >
50), nbHAHaAa wau cneuy (UPF) ogexpa)

N3meHeHue cTuna XnsHum (oTkas ot
KYPEeHUA, KOHTP M Tena, go3unp ¢us
HarpysKu)

KOHTPONb CONYTCTBYIOLMX COCTOSHMIA:

v" UBC / Al — ACK, ctatun, MAND /
capTt

v'  Ocreonopos—Ca/ D3/
6udocpoHar

v' C[1 — KOHTPONb FMUKEMUU

ctporeHbl (3T / KA) — yBen puck
oboctpeHnit nu rpomb0o308 (APC)




BbiBOADI

Yauwie — ceponorus
(ANA, ds-DNA, Ad-
AT) !

CKB —uacTo (1 : 1000)
XusyTt Ha 25 neT meHbLle

HacTopo}KeHHOCTb,
0cob6 y monogbix XeH !

TonbKo ceponorusa.
FOXX 200, Habn oKynucra,
Cepon KOHTP Kaxkable 3-4

mec

TpomboTnueckue
HapyLieHuUA:
Bap¢apuH (HMO)
ACK,

HOAK - ?

«YmepeH / Taxxenaa» CKB
(+BrH, LIHC):
+ Lld, A\ posbi TK, MM,
nynbcbl MK / U®P, 6uon np-Tbi
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