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COBPEMEHHbIE B3rnagbl HA KNACCU®UKALIUIO,
MATOIEHE3 W NEYEHUE CUCTEMHOW KPACHOM BOMYAHKU
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KoHTakTHas nHcpopmaums: Mapus CepreeBHa XakbepaneBa — cTyaeHTka 5 kypca JleuebHoro dakynbreTa.
E-mail: Maryyy1996@gmail.com

Pestome: O630p nutepaTypbl NOCBSLLEH KIHOYEBLIM COOLITUSM NaTOreHe3a, HOBbIM KnacCUUKaLNOHHbIM KpUTEPUAM
W MOAXO4AM K NEYEHUI0 CUCTEMHOW KpaCcHOM BOMYaHKM. HapylweHHble mpouecchl NporpaMmMnpyemMon rubeny KneTok
(anonTos, HeTO3 M ayToarns) NPUBOAST K yBENNYEHIIO NPOAYKLMM anonTOTUYECKUX KIETOK, BCIIEACTBME Yero npomncxo-
ONT «3aMyCcOpWBaHMEy» opraHuama C AansHenwen B-kneTouHoi runeppeakTuBHOCTLI. CMCTEMHAs KpacHas BoMYaHka
(CKB) — 310 MynbTUCMCTEMHOE ayTOBOCNANUTENBHOE 3a00MeBaHNe C WMPOKMM CMEKTPOM KITMHUYECKNX NPOSIBMEHN,
OXxBaTbIBalOLWMM MHorue opradbl 1 TkaHn. EULAR/ACR2018r npegctaBumn HOBbIe knaccudmkaLmoHHble kputepumn CKB,
a Takxxe BO3MOXHOCTb treat-to-target Tepanum npenapatamu reHHo-uHxeHepum (TVIBMM) ¢ Lenblo nony4YeHnst CTONKOM
PEMUCCUN U CHUXXEHUS AO3MPOBKM TMIIOKOKOPTUKOCTEPOUAO0B, BNNOTb A0 NOMHON NX OTMEHI.

KnioyeBble cnoBa: cucTeMHas kpacHas BONYaHKa, anonTos, HeTo3, aytodarus, KnaccuukalMoHHble Kputepuiu,
treat-to-target, F’NBIT.
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Abstract: The literature review deals with key events in the pathogenesis, new classification criteria and approaches
to treatment of the systemic lupus erythematosus. Disrupted processes of programmed cell death (apoptosis, NETosis
and autophagy) lead to an increase in the production of apoptotic cells, after which the organism becomes “littered”
with further B-cell hyperactivity. Systemic lupus erythematosus (SLE) is the multisystem auto-inflammatory disorder
with a broad spectrum of clinical presentations encompassing almost all organs and tissues. EULAR / ACR2018
introduced new classification criteria for SLE, as well as the ability to treat-to-target therapy with genetic engineering
biological agents (GEBA) in order to achieve stable remission and reducing the dosage of glucocorticosteroids, up to
their complete abolition.
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CuctemHas kpacHas BonyaHka (CKB) — xpoHuyeckoe ayTo-
NMMYHHOe 3aboreBaHue, XxapakTepu3ytoLLeecs nopaxeHnem co-
eVNHUTENbHON TKaHN W ee NPOM3BOAHbIX, C NOPaXeH1eM CoCyaoB
MUKPOLIMPKYNSTOPHOrO pycna.

ANUOEMUONOrua
3abonesaemoctb CKB konebnetcs ot 4 go 250 cnyyaes Ha
100000 HaceneHusi. XKeHwuHbl cTpagatoT B 8-10 pas yale Myx-

4nH. CmepTHOCTL Npu CKB B 3 pasa Bhilwe, Yem B nonynsayum[2).
Y 65% nauuentos CKB guarHoctupyetcs B Bo3pacte 16-55 ner,
y 20% — po 16 net v nuwb 15% OGoNbHBLIX Okasanuch cTaplie
55 net [8].

MATOrEHE3
MpegnonaraeTcs, 4T0 B OCHOBE AyTOMMMYHHbIX MPOLECCOB
npn CKB nexuT HapyLleHne aHTUreH-cneLmnguyeckon perynsaumum
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CMHTE3a ayTOAHTUTEN U CMOHTaHHas B-kneTo4Has peakTMBHOCTS,

a Takxe naTonornyeckast akTMBaLms KINaccu4yeckoro nyTu cucte-

Mbl KOMMIIEMEHTA W KIMPEHCa LMPKYNMPYHOLWMX UMMYHHBIX KOM-

NNeKCoB:

+ [loBbilweHne akTuBHOCTM T-xennepos, aeduunt T-cynpec-
COpOB, PAcCTPONCTBA aHTUMAMOTUNMYECKON perynsauum (cuc-
TeMbl MOAABNEHNS aKTUBHOCTW aHTUTENoobpasoBaHus), Ha-
PYLUEHWS B YCUIMBAIOLMX CUCTEMAX, HaNpumep, B cUCTEMe
KOMNNIEMEHTa;

* [ledbekTbl KNETOYHOrO UMMyHUTETA — runepnpoaykuns Th.-
LunToKuHOB (MJ14, UIT6, NIT10);

« [HK gBycnupanbHas n AT (IgG, IgM) oBpa3ytoT UMMYHHbIN
KoMMiekc.

Kpome Toro, natoreHe3 3aboneBaHuns CBS3aH C HapyLUeH1eMm
MPOLECCOB NMPOrpamMMUPyeEMOil KNETOYHOM rMbenn HeckonbKux
TUMOB, MpU KOTOPbIX BO3pacTaeT MPOAYKLMS anonTOTUYECKNX
KMEeTOK M CHWXAETCS KIMPEHC 3TUX KNETOK U3 LMPKYNMpYHoLen
KpOoBM:

« ANONTO3 numdpouuTos (MK | Tuna) 1;

+  AYTOOQATUA, T.e. «nepepaboTka MyCOpPHOrO MaTepuana
(MK 1 Tuna) |;

« HETOS, T.e. BbibpacbiBaHNe B MEXKMNETOYHOE BELLECTBO
HEeMTPOUIbHbIX BHEKNETOYHBIX NTOBYLUEK 1.

OpHa 13 npuumrH KnHnyeckux cumntomos CKB — oTnoxeHue
B TKaHsIX MMMYHHbIX KOMMMEKCOB, 0Bpa3oBaHHbIX aHTUTENamu,
CBSA3aBLWMMU (hbparmMeHTbl saepHoro matepuana knetok (LHK,
PHK, ructoHoB). 3TOT NpoLECC NPOBOLMPYET CUIbHYH BOCMANN-
TeNbHyl peakunto. Kpome Toro, npu ycuneHum anontosa, HeTo-
33, CHUXEHUM 9EKTUBHOCTU ayTodharu, HeyTUNM3MpPOBaHHbIE
(hparMeHTbl KNeTOK CTaHOBSATCA MMLLEHSIMW KMNETOK MMMYHHOM
cuctembl. /IMMyHHbIE KOMMMEKChbl MOCPEACTBOM PeLenTopoB
FeyRlla (us cemeticmga ®HO) nocTynakT BHYTpb nnas3mati-
Yeckux AeHOpuTHbIX knetok (pDC), rae HyKNewHoBble KUCMOTh
komnnekcoB akTuBupytoT Toll-nogobHbie peuentopbl (TLR-7/9).
AKTBMpOBaHHble Takum obpasom pDC MpuCTynawT K MOLLHOM
BblpaboTke MHTepdepoHoB | Tnna (B T.4. IFN-0). 3T LMTOKMHDI
CTUMYMMPYIOT CO3pEBaHNE MOHOLMTOB 10 aHTUTEHNPeLCTaBNSI0-
LMX AEHAPUTHBIX KNETOK W BbIpabOTKy ayTOPEaKTUBHbLIX aHTUTEN
B-kneTkamu, NpegoTBpalLaloT anonTo3 akTMBMPOBAHHBIX T-Kne-
TOK (puc. 1).

MoHouTbI, HENTPOUITEI U AEHAPUTHBIE KNETKU Nog AEWUCT-
Buem IFN | ycunnealT cuHTe3 uuTokmHoB BAFF (ctumynsTop
B-kneTok, cnocoBbeTBYOLWMIA MX CO3PEBAHMIO, BbDXMBAHMIO U NPO-
pykuu aHtuten) u APRIL (MHAYKTOP KNeToYHOW nponudepaLu).
Bcé aTo BegeT K yBENMYEHNID KONMYECTBA MMMYHHbBIX KOMMIIEK-
CcOB 1 eLye 6onee moLHomM akTuBauum pDC — Kpyr 3ambIkaeTcs.

MoBbiweHune akcnpeccun TNF BAFF cnocobeTayeT passutuio
ayToumMmyHHoro 3abonesanusi. BAFF cnocobHbl CTUMYynpoBaTh
npogykuuio IFN-a v IL10, Takxe WX runepnpomyKLms MOXET CTU-
MynupoBaTb 0bpa3oBaHWe nna3mobnacToB W MOBbIWATbL BbIKM-
BAeMOCTb ayTOPEeaKTUBHbIX KIIOHOB B-KneTok.

BAFF cywecTByloT B 2 ¢hopmax: CBsizaHHas ¢ membpaHoi
1 cBobogHas pacteopumas(13]. CessaHHas opma akcnpeccupy-
€TCS Ha MOBEPXHOCTU BOMbLIOTO KOMMYECTBA UMMYHHBIX KNETOK
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MNASMATVMECKAR KMETHA

HAKDERAVIERA M.C.

Puc. 1. CoBpeMeHHble npeacTaBneHus o natoreHese CKB

(MOHOUMTBI, aKkTUBMPOBAHHbIE Makpodary, LeHAPUTHbIE KNETKM,
T-kneTku), aKCpeccus U CEeKpeLms MOryT YCUNMUBATLCS 3a CYET
aKTMBHOCTM NpOBOCNanMUTENbHbIX LMTOKMHOB[15]. Mocne oTaene-
HWs 0T MemBpaHbl, BAFF nepexoaut B cBOBOAHYH hopMy U cTa-
HoBUTCS pacTBopuMbIM [13].

[Ons naumnenToB ¢ CKB xapakTepHa NoBbILLIEHHas SKCnpeccus
reHoB IFN-I. BO3MOXHO, yBenuyeHne 1x KonmyecTa BNUSIET Ha
aKTWBHOCTb MMMYHHBIX KNETOK, 4TO 1 BeZeT k cboto B paboTte nmM-
MYHHOI1 CUCTEMbI.

IFN-1 B NATOIEHE3E CKB [12]

+  ToBbiweHue ypoBHs akcnpeccun BLyS (BAFF)

* MHAyKums nnasmaTnyeckux KneTok

¢« CHuxeHue dyHKumm Treg

*  [loBbILEHNE YPOBHS SKCMPECCUM FeHOB, akTuBMpyembix [FN-/,
B TkaHsix 6omnbHbIx CKB.

AYTO®ATUA

AYTO®QAIVA npepcTaBnseT cobon BHYTPUKNETOYHbIA FOMEO-
CTaTUYECKUA MEXAHW3M, KOTOPbIA HeobX0AUM Ans KNEeTOYHOro OT-
BETa Ha rornofaHue u pyre TWMbl KNETOYHOrO CTPecca, BKIKYas
TUMOKCYIO, OKUCIUTENbHbIN B3pbIB, nopexaeHne [JHK 1 nHdekupto.
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Kpome TOro, B 3aBMCUMOCTH OT TWNa KINETOK 1 CTPECCOBLIX COCTOS-
HWI, ayTodariis y4acTBYeT Kak B BbIKVBAHWM, Tak U B CMEPTM KIETOK.

B npouecce aytodarum LUTO305bHbIE KOMMNOHEHTbI 3aKSH0-
YeHbl B ABOMHbIE MEMOpaHHbIE BE3WKYIbl, Ha3blIBaeMble ayTo-
tharocomamu, 1 3aTeM OCTaBNATCS B NIM30COMbI ANs Aerpa-
Jauuu.

AyTotarus Takke Heobxoguma Lns OCHOBHbIX (DYHKLMA
HENTPOMNIOB, BKIKYas AerpaHynauuio, npou3BOACTBO ak-
TUBHbIX (DOPM KWUCNOPOAa W BbICBOOOXAEHWE BHEKNETOUHbIX
NOBYLLEK.

Jecduuut aytodarum 3HauMTENBHO CHUKAET AerpaHynsumo
in vivo u in vitro [20].

LC3-ACCOLMMPOBAHHbBIN ®ArOLMTO3 (LAP) — npo-
Lecc, obecneunBaioLnii yTUNM3aLMIO anonTOTUYECKUX KNETOK
C ucnonb3oBaHuem Fc-peLentopos [16].

LAP u aymodpazusi — amo obe cucmemsbl, KoOmopbie nomo-
2alom Knemkam U3oiupogams U yHUYMOXamb y2po3bl, @ makxe
OKa3blgarom 6uUsiHUe KaK Ha 8pOx0eHHbIU, mak U Ha npuobpe-
meHHbIl umMmyHumem (puc. 2) [20, 10].

B natoreHe3 CKB BoBneuyeH aHoMarbHbIi MeTabonmam Kuc-
nopoga, ycunvBarowuii Bocnanexne, mbenb KNeTok M MpuToK
ayTOaHTUTEHOB.

Bo MHOroM 370 BWHA MUTOXOHAPWIA: HapyLweHue nx paboTbl
BeJeT K yCUneHHOMY 0BpasoBaHMio akTWUBHBIX (OPM KUCIOPO-
pa (A®K; ROS) v asota (RNI), yXyaLWeHuIo 3awuTHbIX GYHKLMUIA
HeNTPOUIOB C NOCNeayoLM BbIBPOCOM BHEKNETOYHbIX MOBY-
LUeK, MMEIOLMX B CBOEM COCTaBE OKWUCIEHHYIO MUTOXOHAPUAIb-
Hyto OHK [4].

HETO3 (NET- Neutrophil Extracellular Trap)

Mpouecc Nporpammnpyemoii KNeTouHon rubenu, npu KoTo-
poM HenTpodumn BbibpackiBaeT BHEKMNETOYHYIO NTOBYLLKY, COLEp-
Kallyto okucneHHyo mutoxoHapuansHyto IHK, kotopas Bbi3bia-
€T yCuneHne CUHTe3a NPOBOCNANNTENbHbIX LIMTOKMHOB [18].

ATG5 — Autophagy related gene (Heobxoanm ans passuTus
B-kneTok)

mTOR— Mammalian target of rapamycin — cepyH-TPEOHMHOBaS!
kuHasa TOR (cTumynsaumus cuHTesa 6enka 1 pocT Macebl KneTki)

Mocre ayTodhariieckoit CMepTY OCTaTKM MOrMBLLIX KNEeTOK ObICTPO
yTunusmpytotes [9].

MuToxoHapuanbHas ancdyHkums B T-kneTkax cnocobeTeyet
BbICBODOXAEHWIO BOCMANMUTENbHBIX JMAWAHBIX TMAPONEPOKCH-
[0B, KOTOpble PacnpoCTPaHSoT OKUCIUTENbHBIA CTPECC Ha Apy-
re BHYTPUKIETOYHbIE OpraHennbl, B TOM YUCTE Yepes KPOBOTOK.
Okucnenne CoOCTBEHHBIX AaHTUIEHOB Bbl3bIBAET ayTOMMMYHHbIE
HapyLLeHus.

B T-kneTkax rmyTaTMOH, OCHOBHOW BHYTPUKNETOYHbIN aHTh-
OKCMAAHT, UCTOLLAeTCs, a CEPUH-TPEOHUH NpoTenHkMHasa mTOR
noaBepraeTcs pefokc-3aBucumMoit aktusaum [17] (puc. 3).

PONb OKUCJIUTENIBHOIO CTPECCA

W HETO3A B ®OPMWUPOBAHUA

CEPJIEYHO-COCYNCTbIX 3AEONEBAHUI NMPU CKB [6]
AKTUBMpPYSiCb, HENTPOGUNLI NPOAYLMPYIOT GoMbluoe Komu-

yectBo AOK. OnucaHo oTAenbHOE MOAMHOXECTBO NpOBOCNa-

NNTENbHBIX TPaHyIOLMTOB HWU3KOM nnoTHocTH (LDG) — natono-

rMyeckn Hespenas nonynauus HeMTpounoB — BblLeNeHHbIX

| BpoXXaeHHbIA MMYHUTET

AJanTuBHbIA NMMYHUTET |

Decpuumut ATGS u n36biTok mTOR

HepocTatoyHas aytodarus

HapyLueHune KnpeHca MepTBbIX KNETOK
A36bITOK HYKNEMHOBbIX KICNOT B LIUTONNa3Me

Mpe3eHTaLms ayToaHTMreHoB

136bITO4Has npoaykums IFN |
XpOHNYecKoe BocnaneHue

Bbicokoe copepxanue LC3
M HaKonneHue ayToaruyecknx Bakyonen

MoBbIlIeHHas ayToharnyeckasn akTMBHOCTb

[ToBblILIEHNe BbXKMBAeMOCTM T 1 B KNneTok

_(

AxTuBaums T-numounToB, runepanddepeHunpoBka B-numpounTos, BbipaboTka ayToaHTUTES

Puc. 2. Cxema aymogbazuu npu CKB [20]
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Puc. 3. OkucnutensHbIn cTpecc. MutoxoHapuanbHas aucyHKUMA

13 ppakLMin MOHOHYKMeapHbIX KNeToK nepudepuyeckon Kposu
naumeHtoB ¢ CKB. lMponasoacteo APK npuoant k obpasosa-
HWO HENTPOUIbHBIX BHEKNETOYHbIX MOBYLIEK, YBENMYMBAs
NPOHNLAaeMoCTb MemBpaHbl 1 NPUBOAS K BbICBODOXAEHMIO HER-
TpocdhunbHoi 3anactasel (NE), obecneumBas AekoHOEHCALMIO
XpomatuHa; npouecc ycunueaet mwuenonepokcugasa (MPO)
(puc. 4).

A®K HenocpeacTBEHHO CnocobcTBYeT MOPGONOrnYecknm
N3MEHEHNAM HeNTpPOoUNOoB, NPOMCXOAALMM B NpoLecce He-
T03a, a Takke cnocobeH MHaKTMBMPOBATL Kacnasbl, Gnokupys
anonTo3 ¥ MHAyuMpys aytodaruio, 4To NPUBOAUT K pacTBo-
PEHUIO KNETOYHbIX MembpaH. [eHepauns abeppaHTHbIX BHe-
KNETOYHbIX NOBYLIEK MHOYLMPYET TPOMO03, SHAOTENNANBHYIO
OUCDYHKLUMIO M NOBPEXAEHNE COCYAOB, YTO NMPUBOAWT K pas-
BUTUIO NpexXOEBPEMEHHbIX aTepocknepo3a M CepaeyHo-co-
cypucTbix 3aboneBaHuin, Habntogaembix y nayneHtos ¢ CKB
(puc. 5u 6).

MVITOX(]HJIPMAHI)HAH JNCOYHELIAA
AHTUOKCAZAHTHAS EMKOCTb
iR - creecc”

OfPYXAKOWAS CPERA
* {YPERUE
*IHJTb

* 0KCUD PEMHIAR
%0

_ % MHOEKLMN

-

TATGERIVEBA M.C

NMPEQNOXEHbLI MOOU®UKALMA NONYC-HE®PUTA:

¢« [nomepynoHedpuT C NONYNyHUAMM.

+  [loBpexaeHne NOgoOLNTOB.
TyGynonHTepcTULManbHoe nopaxeHue coBMECTHo/6e3 ¢mb-
posa.

« CocyaucToe nopaxeHue noyek (TpomboTUYeCKas MUKpOaH-
rmonaTus).

WHOEKCbI AKTUBHOCTW CKB [1,3]

SLEDAI  (SYSTEMIC LUPUS ERYTHEMATOSUS
DISEASE ACTIVITY SCORE): 24 napametpa (16-knuHnve-
cknx n 8 nabopatopHbix nokasatenein CKB). Kaxgomy no-
kasaTento npuceoeHbl Gannbl oT 1 go 8, u3 npusHakoB CKB.
O6wun makcMmanbHO BO3MOXHBIN cyeT nHaekca SLEDAI co-
ctaBnsiet 105 6annos. [Mpu NpoBeaeHUN OLEHKM aKTUBHOCTM
Heobxoammo oTmevaTh npusHaku CKB, koTopble npucyTcTBO-
Banu y nauueHTa B TeyeHue 10 npeawecTBYHOLNX OCMOTPY
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JAEBEPRVIEBA M.C.

Puc. 4. [lekoHpeHcaums XxpomaTuHa

HEVTPOOUN
\

LDG: LOW-DENSTTY GRANULOCYTES,
MPO: MYELOPERONIDASE;

NE: NEUTROPHIL ELASTASE

NET: NEUTROPHIL EXTRACELLULAR TRAP;
NOS: NTTRIC OXIDE SYNTHASE;

NOX: NADPH OXIDASE;

A0S: REACTIVE DIYGEN SPECTES:

Tt: TS EFACTOR.

RABEPIVIEBA M.C.

Puc. 5. Ponb okucnutenbHoro ctpecca U HeTo3a B pasBUTUU cepaevyHo-CoCyanCTbIX OCNOXHEeHUM npu CKB
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OKMCIUTENbHbII CTPECE
AKTVBaLMs NENKOLUTOB MwuToxoHApUanbHas anceyHKLMs
CeppeuHo-cocyaucTble 3a6onesaqus npu CKB
CocymucTble HapyLLeHus
| |
OxumcneHve 6enkoB loBpexaeHue NMNUAHON MeMOpaHbl Mospexpaenue JHK
v
A KnupeHc
PaspyLueHre MMMYHONOTMYECKOi TONEPaHTHOCTY (CUHTE3 ayTOaHTUTeN) D — ATONTO3
Puc. 6. OkucnutenbHbIN cTpecc
Tabnuua 1
HoBeble knaccudmkaumonHbie kputepun CKB EULAR/ACR [11
KIMNHNYECKWE OMEHbI 1 KPUTEPUN b KINNHNYECKNE OMEHbBI 1 KPUTEPUIA b
KOHCTUTYLMOHATIbHBIE CUMMTOMBI [ematonorudeckme HapyLIeHus
Jluxopagka 2 Jlenkonexns 3
lNopaxeHne Koxn TpombouuToneHus 4
Anoneuus (Hepy6LoBas) 2 AyTOUMMYHHBbIii FeMoNn3 4
3ba3BNEHME CIN3NUCTBIX 2 TopaxeHne novex
[TogocTpoe/anckomaHoe nopaxeHue 4 Mpotennypusa >0,5 r/cyt 4
OcTpas KoXHas BonYaHKa 6 Jionyc-Hedpput |/ V Knacca 8
ApTpUThI Jonyc-HechpuT 111/ 1V knacca 10
CuHoBuT >2 NMMYHONOIM4YECKNE
bonesneHHocTb >2 6 NOMEHbI b
YTPeHHAs CKOBaHHOCTL >30 MUH I KPUTEPIWIA
[TopaxxeHne HepBHOW CUCTEMbI AHTUTENA K hocghonmnnugam
Henupnit 2 aKI IgG >40/aHTu-prn IgG>40/BA 2
Mcuxo3 3 KommoHeHTbI KomineMenTa
Cynoporu 5 Husknii C3 unu G4 3
Ceposutbl Huskuin C3 n C4 4
[TneBpanbHblit/nepukapananbHbIi BbINOT 5 BbicokocneunghuyHbie aHTuTena
OcTpbIn nepukapauT 6 AntuTena k 2xcn JHK 6
%EIB)22110850 AHTM-Sm aHTuTENa 6
AH®> 1:80
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OHE, He3aBUCUMO OT MX CTEMEHU TSHKECTW MNK ynyyLleHns/
YXYAOLIEHUS COCTOSIHNS.

CmeneHu akmusHocmu CKB no uHOekcy SLEDAI:

* Hert aktuBHoCTV — pemuccus (06);

* Huskas aktueHocTb (1-56);

¢+ CpepgHss cTeneHb akTueHocTH (6—106);

+  Bobicokas cteneHb aktusHocTm (11-196);

+ QOueHb BbICOKas cTeneHb akTUBHOCTH (>206)

B HacTosiLee Bpems LUMPOKO UCMONb3YITCS 3 MOAMMUMKALIK
nHpekca SLEDAI: SLEDAI 2000 (SLEDAI 2K), SELENA-SLEDAI
n Mex-SLEDAI (Tabn. 2).

SELENA-SLEDAI Takxe, kak u SLEDAI 2K yuuTbiBaeT nep-
CUCTUPYIOLLYIO aKTUBHOCTb, CBA3aHHYIO C HanMuneM BbICbiNaHum,
138 CMM3NUCTbIX W anoneLun, 1 BBOAUT CriefyioLlne U3MEHeHNs:
B «PacCTPOACTBO YEPEnHO-MO3rOBbIX HEpPBOB» BKIKOYAET «ro-
NOBOKPYXEHUE», BHOCUT M3MEHEHWS B MPWU3HAK «MOBbLILIEHUE
npoTenHypun Ha 0,5 r/AeHb» Ha BHOBb BO3HWKLLEE, 1 MO3BOSISET
YUMTHIBATbL TOMbKO HaNM4Me OHOTO W3 MPU3HAKOB NeBpUTa UM
nepukapaunTa, B OTAMYNE OT CyLLECTBYIOLEN paHee Heobxoanmo-
CTU HamM4m1s KOMMrekca CUMNTOMOB.

SELENA FLARE INDEX (SFI) nccneposanne SELENA Bnep-
Bble onpegenset WHAeKc 0b60CTPeHUs, Mpy MOMOLLM KOTOPOro
NosIBNISAETCS BO3MOXHOCTb pa3rpaHnyeHuns cteneHn obocTpeHns
CKB Ha ymepeHHyto 1 Tshkenyto. SF| yuuTbiBaeT AMHAMUKY aKTuB-
HocTu 3abonesaHus no wkane SELENA SLEDAI, n3ameHeHue rno-
GanbHoOM oueHKkM cocTosiHuA naumeHTa Bpavom (PHYSICIAN’S
GLOBAL-ASSESSMENT; VISUAL-ANALOGUE SCALE, PGA),
MOAMMKALMIO CXEM Tepanuu W psg KIMHUYECKUX NapameTpoB.
SELENA npegycmaTtpuBaeT ucnonb3oBaHue 06LLen OLEHKM Co-
CTOSIHUSA NaumeHTa Bpayom no 100 MM BU3yanbHOWM aHanorosom
Lkane, Ha KoTopol obo3HayeHbl rpagauum oT 0 go 3. B no-
CnegHee BpeMst TEPMUH «OMpefenieHne akTUBHOCTW MO Lukane
SELENA SLEDAI» BkniovaeT oueHky aktuBHocTM SELENA-
SLEDAI, obuyto oueHKy COCTOsIHUS nauueHTa Bpavom no BALL
1 uHgekc oboctpenms SFI (puc. 7).

ECLAM-EUROPEAN CONSENSUS
LUPUS ACTIVITY MEASUREMENT

Ouenka ECLAM Bkniovaet 15 napametpos: 11 u3 Hux oT-
paxaloT 9 pasHOBUOHOCTEN OpraHHbLIX/CUCTEMHBIX BOBMEYEHUIA,
3 napameTpa — nabopaTtopHble nokasartenu, 1 — obume cumnTo-

06115 OLEHKa COCTOAHMA NaLNeHTa Bpayom
(0TMETUTL COOTBETCTBEHHO COCTOSIHMIO Baluero naywexTa)

0 1 2 3
HET aKTUBHOCTM  erkast CpeaHss BbICOKas
aKTUBHOCTb aKTUBHOCTb aKTUBHOCTb
~— _/
100 mm

Puc. 7. OueHka aktuBHocT SELENA

Mbl. MakcumarnbHoe 3HayeHue uHaekca — 10 6annos. ®uHanb-
HbIIl CYeT: ecnu Npum NofCcYeTe NOMyYMUIIOCh He LIeNoe YIUCHo, ero
crefyeT OKpYrMUTb 4O MEHbLLEro Npu 3HayeHnn MeHee 6 1 [0
GonbLuero npu 3HaueHnn 6onee 6. Ecnn uHanbHbIn cyeT bonee
10, Heobxoammo okpyrnuTs ero o 10.

BILAG — BRITISH ISLES LUPUS

ASSESSMENT GROUP
Knaccuyeckas sepcus uHaekca BILAG, ony6nukoBaHHas

B 1993 r., copepxunT 86 npusHakos CKB n oueHmBaet 8 Tunos

M3MeHeHWI: obLMe; KOXM M CNn3UCTbIX 060NOYEK; HEPBHOI

CUCTEMbI; KOCTHO-MbILIEYHOW CUCTEMbI, Cepae4HO-COCYAu-

CTOW CUCTEMbI M NErkux, NoYek, a TakKe Npu3Haku Backynuta

1 remaTtonornyeckne Hapywenus. Pernctpupyercs guHammka

npusHaka 3a nocnegHun mecsy. MoauduumpoBaHHas Bep-

cust nHaekca mnaeectHa kak BILAG-2004. Ona copmepxut 97

npusHakoB CKB u oueHuBaeT He 8, a 9 TUNOB M3MEHEHUN:;

MPU3HaKW BaCKynuTa OTAENbHO HE OLEHWBAKTCS, NpU 3TOM

fo6aBneHbl XenyaouHo-KULLeYHble M odTanbMonornyeckue

HapyweHus. Kaxgbih u3 86 wnu 97 npusHakoB, BXOASALIMX

B MHAEKC, BOMKEH BObITb OMUCAH Kak «BHOBb BO3HUKLIMIAY (4),

«yxypwenue» (3), «6es usmenennin» (2), «ynyywenue» (1),

«otcytctByeT» (0) unmn «He nposogunock» (ND). B pesynsta-

Te BbIYMCNEHUS WHAEKCA NOMyvarT NATb KNaccoB akTMBHO-

cTu. OnucaHue Kaxgoro knacca CoaepXuT TepaneBTuyeckne

pekomMeHaauuu:
A. Bbicoko aKkTMBHOe 3aboneBaHue, TpeOyloLlee Ha3Ha-

YeHUsi OQHOTO U3 criedyloWmX BUAOB Tepanuu:

*  Boicokux o3 rntokokoptukougos (MK) BHYTpb (9KBUBAnNEHT-
HO>20 Mr npegH130M0Ha B A€Hb.

«  [lynbc-tepanuu MK BHyTpUBEHHO (3kBMBANEHTHOM=500Mr me-
TUNNPEAHN30SI0HA).

* WmmyHomogynsTopoB, BkMoYas OUONOrMYecKy Tepanuio,
BHYTPWUBEHHOE BBefeHWe MMMYHOrMoOyNMHOB M nnasma-
tepes.

*  BbICOKMX [JO3 aHTUKOArynsHTOB B COYETAHWM C BbICOKUMU [0-
3amu 'K v MmyHOMOZYNSTOPOB.

B. CpenHeakTuBHOe 3abGoneBaHue, Tpebyiolwee Tepa-
nuio:

* HasHayenwe Huskux go3 K (npegHnsonoH <20 mr/cyT).

«  MetunnpepaHusonoH <500 mr/cyT.

*  HapyxHoe npumeHenne MK nnm nmmyHomMogynsTopos.

*  AHTumanspuitHble npenaparbl.

«  CumnTtomatuyeckas Tepanusi (HMBC gns neveHus aptpuTta):
C. CtabunbHO HU3Kas aKTUBHOCTb 3ab60neBaHUs.

D. Het akTuBHOCTM 3aboneBaHusi B HacTosiLiee Bpems,
HO cMCTeMa paHee Obina BoBneYeHa B npoLlecc.
E. Cuctema Hukoraa He Gbina noBpexaeHa.

HU3KAA AKTUBHOCTb CKB

«  SLEDAI-2K < 46.

+ Patient global assessment (PGA) < 1 6anna (no BALL).
«  OtcyTcTBME 060CTPEHMUIA.

+ OTCyTCTBME NpUEMA TOKCUYHBIX MMMYHOLENPECCAHTOB.
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Tabnuua 2
Onpegenenue aktuBHocTi CKB no wkane SELENA- SLEDAI
BAMN MPOABNEHWE ONPELENEHVE
8 OnunenTnyeckuit npucTyn HepnasHo Bo3Hukwumiz (nocnegHue 10 gHeit). MckniounTs MeTabonuyeckie, MHAEKLMOHHbIE 1 NekapcT-
BEHHbIE MPUYMHBI

8 Meuxo3 HapyLueHne cnocoBHOCTM BbINOMHSATL HOPManbHbIE AEACTBIUS B HOPMArbHOM PeXxiMe BCRIEACTBUE BbIPaXKEH-
HOrO N3MEHEeHUs BOCTIPUATUS AENCTBUTENBHOCTY, BKIIOYAS ranmtoLuHaLm, 6eCCBA3HOCTb, 3HAUMTENbHOE
CHIKEHMe accoLmMaTBHbIX CNOCOBHOCTEN, UCTOLLEHNE MbICIINTENBHON AEATENBHOCTH, BbIPaXEHHOE ano-
TYHOE MbILLNEHWE; CTPaHHOE, AE30PraH30BaHHOE UMK KaTaToOHUYeCKoe noBeAeHue. VickniounTb nogobHbie
COCTOSIHUS, BbI3BaHHbIE YPEMUEN UMM NeKapCTBEHHBIMW NpenapaTami

8 OpraHuyeckue Mo3roBble | HapyLueHue yMCTBEHHON AESTENBHOCTY C HapyLLUEHNEM OpUEHTaLMK, NaMsTV UK APYTX MHTENNEKTyanbHbIX

CUHLPOMbI CNoCco6HOCTEN C OCTPbIM HA4anoM 1 HECTOVMKMMM KITMHUYECKAMM MPOSIBNIEHNAMM, BKIIOYas 3aTyMaHeH-
HOCTb CO3HaHWS CO CHWXEHHO CMOCOBHOCTBIO K KOHLIEHTPALMK N HECIOCOBHOCTBIO COXPaHATL BHUMaHe
K OKpyXatoLLemy, NrioC MUHUMYM 2 U3 CRIeAYIOLLMX NPU3HAKOB: HapyLUeHWe BoCcnpusTus, 6eccBs3Has peub,
©eCCOHHMLA 1N COHMMBOCTb B IHEBHOE BPEMS], CHIXKEHWE UMW MOBbILIEHNE NCUXOMOTOPHON aKTUBHOCTY.
Wckniountb meTabonuyeckne, MHAEKLMOHHBIE U NEKaPCTBEHHbIE BO3AENCTBNS.

8 3puTenbHble HapyLeHus | M3MeHeHus B rnasy Unu Ha ceTyaTke, BKMKYas KNeTOYHbIE Tenblia, KpOBOM3MUSHUS, CEPO3HbIN JKCCynaT
UMW remopparuu B CoCyancToit 060M104Ke UMK HEBPUT 3pUTENBHOTO HEPBA, CKIEPUT, ANnCKNepuT. UckmoumnTs
cnyyan nogo6HbIX U3MEHEHMIA NPY TUNEPTEH3NMU, MHEKLIN 1 NEKAPCTBEHHBIX BO3ENCTBUSAX.

8 Pacctpoiictea co CTOpoHbI | Bnepable BO3HMKLLIAs YyBCTBUTENBbHAS UMW ABUraTemNbHAs HEBPONATHS YEPENHO-MO3TOBbIX HEPBOB, BKIHYAS

YepenHo-MOo3roBbIxX ronoBOKpYXeHue, passusLueecs BcrneacTane CKB.
HepBoB

8 lonoBHas 6onb BbipaxeHHas nepcuctupytoas ronosHas 6omnb (MoXeT ObITb MUTPEHO3HOI), He OTBEYaKLLas Ha HapKo-
TUYECKNE aHanbreTukm

8 HapywweHue mo3rosoro | Bnepsble BosHuKLLee. MckniounTb TakoBOe BCNeCTBUE aTEPOCKNEpO3a UMK TUNepTEH3uM.

kpoBooGpaLLeHus

8 Backynnt £13Bbl, raHrpeHa, 6onesHeHHbIe Y3enku Ha nanbLiax, OKONOHOTTEBbIE MHAAPKTLI M reMopparuu Unn AaHHble
Buoncuu unu aHrnorpammbl, NOATBEPXKAAKOLLNE BACKYNUT

4 Aptput Bonee 2 nopaxeHHbIx CyCTaBOB C Npu3Hakamu BocnaneHns (60ne3HeHHoCTb, OTeK UM BbIMOT)

4 MyoanT MpokcumanbHas mbllleyHas Bonb/cnabocTb, accouMmpoBaHHas C MOBbILIEHHBIM YPOBHEM KpeaTUH(OC-
thokuHa3bl/anbgonasbl, unu aaHHble MI unu 6roncuu, NoaTBEPXKAAIOLLME MUO3NT

4 Lununapypus 3epHUCTbIE UMK SPUTPOLIMTAPHBIE LMIUHAPSI

4 Fematypus >5 9puTpounTOB B none 3peHus. VCKniounTb Mode-kameHHyto 60ne3Hb, MHEEKLMOHHbIE M ApYrie NPUYMHBI

4 lMpoTenHypus OcTpoe Hayano unu HefaBHee nosiBneHne Henka B Moye B konnyecTse >0,5 rpamMm B CyTKM

4 Muypus >5 neiikoLmToB B none 3peHus. ckmounTs MHEKLMOHHBIE NMPUYNHBI

2 Bbicbinanuns HoBble nnu npogomKaloLLmecs BbIChbINaHUs Ha KOXE BOCMANMTENbHOMO Xapaktepa

9 Anonewus BnepBble BO3HWKLLEE MM NPOAOMKAILLEECS NOBLILLEHHOE 04aroBoe unu auddysHoe BbinageHne Bonoc

4 BcneacTeme aktueHoct CKB

9 £3BbI CIU3NCTBIX BrepBble BO3HWKLLEE MM NPOAOMKAIOLLEECS U3bA3BNEHNE CIM3NCTLIX 0B0NOYeK pTa 1 Hoca BCNEACTBME

obonoyek aktmeHocT CKB

2 lMnesput Bornb B rpyAHON KNETKM C LYMOM TPEHWs! MNEBPbI, UMK BbINOTOM, UMK yTONLLEHe nnespbl Beneactane CKB

9 MepukapauT MepukapananbHas 6omb ¢ 0OAHUM W3 CNeayHoLLMX NPU3HAKOB: LYM TPEHWS Nepukapaa, anekTpokapamorpa-

pukap. huyeckoe NOATBEPXKAEHNE NepukapauTa
Hu3knit ypoBeHb .
2 P CHxeHvne CH50, C3 unn C4 Huxe rpaHuLbl HOPMbI TECTUPYHOLLEl NabopaTopuu
KoMnneMeHTa
MoBbILLEHNE YPOBHS 0 y ;

2 >25% cBA3bIBaHMS N0 MeTOAY Farr unu npesbileHre HopManbHbIX 3Ha4eHuit TecTupytoLLei nabopatopun

aHtuten k JHK

1 Nuxopapka >38 °C. UckniounTb MHPEKLMOHHBIE MPUYUHBI

1 TpombouuToneHns <100 000 kneTok /Mm®

1 enkoneHus <3000 kneTok /MM3 VcKntounTb NekapcTBEHHbIE MPUYMHBI

Obwwit 6ann (cymma 6annoB OTMEYEHHbIX NPOSBMEHUI)
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ORIGINAL PAPERS

PEMWUCCHUSA CKB (DORIS) [19]
DORIS (Definitions of remission in SLE) OnpeaeneHue pe-
muccum npu CKB.

Knunnyeckas | Ceponorudeckas
Tepanus [nutensHocTb
aKTUBHOCTb aKTUBHOCTb
SLEDAI <2 OtcytcTBue AHTUMa- Heobxogumbl
AnTu-AHK NAPUAHBIE | MCCRefoBaHWS:
nnu npenapatbl | 6 mec.— 5 net
rynokomnne-
MeHeTeMus
KnuHnyeckun KoHceHcyHC KC <5 wmrfcyt
SLEDAI=0 He [OCTUTHYT
KrnHnyeckui
ECLAM=0
BILAG D/E
PGA <0.5

«TREAT-TO TARGET» Tepanus CKB [14]

« Tlopaepxmeatowas Tepanust CKB gomkHa ObiTh HanpaBneHa
Ha JOCTUXEHME MUHWManbHoOW fo3mposku TKC, Heobxoaw-
MOW Ans KOHTponst 3aboneBaHus.

« Tlpn BoamoxHocT TKC momxHbl ObiTb MOMHOCTBID OTMeE-
HEHBbI.

EULAR: MIHOYKUWOHHAA TEPANUA

NIONYC-HE®PUTA [5]

« TKC: 3 nocnepoBaTenbHbIX Nynbca MeTUNNPELHU30M0HA
500-750 wr, 3atem 0,5 mr/kr/cyT B TeueHue 4 Hep., 3a-
TEM NMOCTENeHHO CHIkeHMe Ao3bl 4o <10 mr/cyT 3a nepuog
4-6 mec.

*  MwukodeHonata mocdpetun (MM): fo 3 r/cyT B TeYeHue 6 Mec.

*  Huaskve fo3bl BHyTpuBeHHOTO Linknodocchammaa (U®P): 3 r
B TEYEHMe 6 Mec.

Ecnu ecmb HebnazonpusimHble nposHocmuYeckue hakmo-
pbl (6bicmpoe cHuxeHue CK®, (hubpuHOUOHbIU HEKPO3, NOyMy-
Hus1) — 8bicokue 0o3bl L@ (0,75-1,0 2/m? 8 meyeHue 6 mec NN
per os 2-2,5 me/cym 3a 3 mec).

CUHXPOHHAA UHTEHCUBHAA TEPANKUA
KackagHas nnasmacunbTpauus
3 npoueaypsl
Metunpeg 250 mr + uuknodgocdad 400 mr
—PUTYKCUMAB 1000 Ml

BOKJIOCIOPUH — HoebIli uH2ubumop KanbyuHespuHa
8 mepanuu nronyc-Hegppuma [7]
« T[lpeanonoxutensHo 6Gonee Bbicokas 3GMEKTUBHOCTb MO
cpaBHeHuo ¢ LinknocnopuHom A.
+ bonee cTabunbHas KOHUEHTpaLms B nnasme.
« bnaronpusiTHoe BnMsiHWME Ha NUNMAHBLIA NPOdUIb.
* Hu3kuin puck pa3suTus runeprivkemmm (puc. 8).

« MM 2 r/cyTt — 3 roga

[Tpn pocTmxeHUN
« AzaTuonpuH 2 mr/kr/cyt — 3 roga

4aCTUYHO/MONHON
pemuccum
B Te4eHne 6-12 mec

MMpu oTCyTCTBUM « CmeHa MM <> Ll®

> OTEETA Ha « Putykcumat
NHAYKLMOHHYH
Tepanuio
* Putykcumab
> Het oTBeTa e Hrnéutop
Ha Tepanuio KanbLHeBpuHa

Puc. 8. NMoppepxuBatowwan Tepanusa nonyc-Hedpura [5]

rMEN B PEANBHON KNMHUYECKOW NPAKTUKE
TEPANWU CKB
PUTYKCUMAB (MAT k CD20)
¢ T[lokasanus gns nevenms CKB oTcyTCTBYHOT.
+ WcnonbayeTtcs off-label B cnyyasx pedpakTepHOro Bo4aHoY-
HOro HedppuTa, KPUTUYECKON LMTONEHUM, nopaxeHus LIHC.
BE/IUMYMAB (MAT k BLyS)
¢+ OpobpeH FDA n EMA.
+ T[lokasaH ans nevenns CKB cpegHeil  BbICOKOW aKTUBHOCTM.
¢« C npenmyLLeCTBEHHbIM MOPAXEHUEM KOXW, CIIM3NCTBIX, Cy-
CTaBOB, MbiILLILI.
+ C BbICOKOI MIMMYHOIOTMYECKON aKTUBHOCTbHO.
«  OdbeKTBEH 4N NpedoTBpaLLeHns 060CTPEHUI N CHUKeE-
Hus fo3bl MKC.
YCTEKUHYMAB (MAT k IL12/IL23)
+ [laumeHtsbl ¢ CKB 1 SLEDAI> 6.
¢ Munumym 1 BILAG A n/vnn BILAG B.
o +AH®, +AT «k JHK n/wnun anti-Sm.

BAPULNTUHNE (MAT k JAK1/JAK2-kuHa3)

Kputepun BknroyeHms
+AHO u/mnn AT k HK
SLEDAI-2K knuHuueckunin>4
AKTUBHBI apTPUT MUK CbiNb

KpuTepuun HeBkNoYeHNs

Taxenblin nonyc-Hedput

MopaxeHnus LUHC

BOPTE30MUE (VHrnbutop npoTeocom)

+ [lpenapart, BbI3bIBAKOLLMI ANOMTO3.

* OpobpeH B CLUA ans neyveHust MHOXECTBEHHON MUENOMBbI,
pedpaKkTEPHON K ApYrM BULaM Tepaniu.
PekomeHdogaHa kombuHayus ¢ PATYKCUMABOM

TOUUITU3YMAB (MAT k peuentopam IL-6)

+  SLEDAI-2K—11.

« B po3upoBke 8 Me/ke NpUMEHSIETCS Kak anbTepHaTUBHas Te-
panusi npu HepoctatouHoM acbdpekte ot MKC, uutocTaTukos
n PTM.
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CucteMHasi kpacHasi BoflyaHka — KoMnnekcHoe 3abone-
BaHue, Tpebytwllee Mpu NeyvyeHUM KOMMMEKCHOTO nogxona.
Mpn npoBefeHuM TapreTHoW Tepanuum HeoOXOAWMO BO3AeW-
CTBOBATb He TONMbKO Ha nponudepauuo n guddepeHLmpos-
Ky B-numdouuToB, HO Takke Henb3s LOMnyckaTb M3MULLHee
T-kneTo4yHoe pa3BuTue, obpalyas ocoboe BHUMaHWeE Ha rune-
PaKTUBHOCTb HENTPOUNOB. [INs 4OCTUKEHUS CTONKON peMuc-
cun HeoBXxoaMMO NPOBOANTbL MYNbTUTAPreETHYI0 NEPCOHANN3M-
POBaHHYI Tepanuio.
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