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CucremHas kpacHas BosuaHka (CKB) siBjisieTcss XxpOHUUECKUM ayTOUMMYHHbBIM
3abosieBaHIIEM, OKa3bIBAIOIIM CYIIIECTBEHHOE BIUSHUE Ha UHAUBUYaJIbHOE U
001IIeCTBEHHOE 3/T0OPOBbE U BXOJIUT B UHCJIO 20 OCHOBHBIX IPUYUH CMEPTHU >KEHIINH
B BO3pacTe OT 5 710 64 JIeT.

XOTs 3TUOJIOTHSA 3a00JIEBAHMS TOYHO HE YCTaHOBJI€HA, CUUTAETCS, UTO €TI0 Pa3BUTHUE
00yCJIOBJIEHO CJIOKHON KOMOWHAIIMEN TeHETUYECKUX, TOPMOHAIBHBIX B (PAKTOPOB
OKPY>KaIOIller CpeJIbl.

Hauunnas ¢ 2008 r., ucciieqoBaHus ¢ U3yUeHHEM COBOKYITHOCTH I'eHOB (genome-
wide association studies (GWAS)) ipu CKB ycTaHOBUIH MHOKECTBO
BOCIIPUHMUYMBBIX T€HOB/JI0KyCcOB, B yacTHOCTU ITGAM, PXK u TNFSF4.

IIpoBeneHHBIE B OCTIEAHUE TOAbI UCCIIETOBAHUA
cpeiy HaceJIeHHUs B 11eJIOM ¢ KOMILJIEKCHOU
METO0JIOTUEN TIPENOCTABUIIN OOJIee TOUHYIO
onieHKy yactorbl CKB u npeanosioxuiu, uro CKB
MO2KeT OBITh O0JIee YacThIM, YeM CUUTAJIOCH PAHEE
3aboJyieBaHUEM.

CmepTtHOCTh OT CKB B cTpyKTYype 20 o(puIiuaIbHbIX
npuunH rubenu xkeHiuH B CIIIA nipesicraBieHa Ha
PucyHke 1.

Yen EY, Singh RR. Arthritis Rheumatol. 2018 Aug;70(8):1251-1255.
FanY. et al., Chin Med J (Engl). 2020 Sep 20;133(18):2189-2196.
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PucyHOK 1. OCHOBHBIE IPUYNHBI CMEPTH JKEHIIIUH PEMPOAYKTUBHOTO BO3pacra B

3aBHUCHUMOCTH OT BO3pacCTa.
AnantupoBano u3 Yen EY, Singh RR. 2018 Aug;70(8):1251-1255.

. — 3a00s1€BaHUA NI€YEHU




/JlnarHocTuyecKkue Kpurepuu
CHCTEMHOU KPaCHOU BOJTUYAHKHU

Tpynnoctu nuarsoctuku CKB cBsi3aHbI C
HEMPEACKA3yEMOCTBIO TEUEHUS 3a00JICBAHNS, ITPOTEKAIOIIETO
C IIEpUOJaMU PEMHUCCUN U 00OCTPEHUH, IIIUPOTOU
BOBJICUCHUSI OPTAHOB U CUCTEM, MHOTOO0Opa3nemM
ayTOAHTUTET, BBISABISAEMBIX y TTaineHTOB ¢ CKB.

C 1982 . mo Tekymui nepuom ObLI0 OPEIJIOKEHO HECKOJIBKO
crUCcTeM JuarHoctudeckux kpurepues CKB, BKkiIrodarommx
KaK KIMHUYECKHUE, TaK U Ja00paTopHbIe IPU3HAKH, C
BO3PACTAIOIIEH POJILIO CO BpEMEHEM NMMYHOJOTHYECKUX
apaMeTpOB.



JInarHocTuueckue KpuTepur CUCTEMHOM
KPaCHOM BOJTYAHKH — 4T0 U3MeHnJI0ch ¢ 1982 roma?

AmMepukaHckas kojerus pesmarojoroB (American College of
Rheumatology (ACR)) B 1982 r. mpemioxmna KpUTEpPUH
nrarHocTuK  CKB. HMMyHOJNOTMYECKMMHU ITapamMeTpaMHu
TUArHOCTUKHU ABJIJIMCH aHTUTENa K AByxcrupanbHou JIHK u
aHTUTEIa K SM-SIepHOMY aHTUTeHY (aHTUreHy CmuTa).

B 1997 r. xputepun ACR ObUIM JONOIHEHBI BKIIOYECHHUEM
AaHTU(POCOOTUTUIHBIX AHTUTEIL.

B 2012 r. pazpaborana mxkana SLICC (Systemic Lupus
International Collaborating Clinics), B kotopoii K
MMMYHOJIOTUYECKMM HApYIICHHSIM JOOABJIIEHO CHUIKCHUC
ypoBHer komimiemenTta (C3, C4 uinun CH50).

Hochberg MC. Arthritis Rheum. 1997 Sep;40(9):1725.
Petri M. et al., Arthritis Rheum. 2012 Aug;64(8):2677-86.



KiaroueBbie noJoxkeHUud IMKaAJIbI SLICC

1. Hanmnune He MEHee YeThIpEX KPUTEPUEB, BKIKOYAS, 110
KpalHEWn  MEpe, OAUH  KJIMHUYECKUW U  OJMH
MMMYHOJIOTHYECKUH. IJTO OCHOBHAS MO3UIIMS IIKAJIBI
SLICC — Hu KIMHUYECKHE KPUTEPHH, HU TTOJIOKUTEIILHBIC
CEpPOJIOTHYECKUE TECThl CAMH IO c€0€ HE MOATBEPIKIAAIOT
nuarao3 CKB, ITOCKOJIbKY, B KOHEYHOM CUETE, B Pa3BUTHUHU
3a00J1€BaHUSI OCHOBHAS POJIb OTBOAUTCS ayTOAHTUTEIAM.

2. «Bon4yaHOUHBIM HE(QPUT» BBICTYNAET B KadeCTBE
«CaMOCTOATENILHOTO» KpuTepus (rpu Haanuun ANA
antuTes uin antu-dsDNA aaTuren).



Kpurepuu EULAR/ACR 2019

Kputepun EULAR/ACR 2019 onpenenstoT cyniecTBYIOIYKO Ha
HacTosiee Bpemsa HoMmeHkarypy CKB u ontumMusupyror
MOAXO/bI IO KJIAaCCHU(UKALIUK 3a00ICBaHUSI.

B Hacrosiiee Bpemst 310 cranaapt B auarioctuke CKB, a
OOJIBIITMHCTBO IIABHBIX ITOJIOKCHU 3aMMCTBOBAHBI U3
npeapiaymux oneHouHbIX mkain ACR u SLICC. B cooTrBercTBUH
¢ EULAR/ACR 2019 gnsa nuarnoctuku CKB TpeOyroTcs kak
KJIMHUYECKHUE, TAaK 1 KUMMYHOJIOTHYECKHE JTaHHbIC; OOJBITUHCTBO
nanueHToB ¢ CKB asiasarorcas ANA-TO3UTUBHBEIMU.

Aringer M. et al., Arthritis Rheumatol. 2019 Sep;71(9):1400-1412.
doi: 10.1002/art.40930.



Kpurepuu EULAR/ACR 2019

MMMyHOJIOTUYECKWE HAapyIIeHWA YYTEHBI B IIIKaJIe
EULAR/ACR 2019 B BHUJIE OT/JeJIbHBIX
KJ1aCCU(PUKALITMOHHBIX JOMEHOB.

1-BIM JIOMEeH: 00beUHSAET caydan 3a001eBaHusA C
aHTH-Sm u autu-dsDNA antutenamu;

2-0M  JIOMEH. BKIIOYaeT aHTU(OCHOIUIUIHBIC
antuTena (antukapauonunuHoBwie IgA, IgM mm 1gG;
aHTH-P,TITUKONPOTENH-1 aHTHTENa WJIM BOJTYAHOYHBIM
AHTUKOATYJISHT);

3-uii  JIOMEH. CJilydyau CO CHHKEHHBIM YpPOBHEM
KOMILIEMEHTA.



Kpurepuu EULAR/ACR 2019

IIepecmotpeH B3 Ha ANA: 4yBCTBUTEIBHOCTD
noJoxurenbHoro Tecta Ha ANA-aHTHUTeNa (IIPEeBBIIIAIIHMI
3TaJIOHHBINA PEKOMEHIYEMBbIN quana3oH) cocTasiset 97%,
CrIeUPUIHOCTD — 45%. ITO NO3BOJMIIO BEIHECTH HATUYME
ANA aHTHUTE B OTIECIBHBIN KI1aCCHU()UKALIMOHHBIM
KpPUTEPUM.

B pexomenpanusax EULAR no neuenuro CKB TpeOyercs
OLICHMBATh AKTUBHOCTH 110 KPAMHEN MEPE 10 OTHOU U3
OLICHOYHBIX IIIKaJI IIPH KaXKI0M IOCEIICHUN 00JILHBIM Bpaya
M UHACKCHI IIOBPEKICHUS OJIUH pa3 B IO/I.



Taonuma 1. ACR 1982, ACR 1997, SLICC 2012 u EULAR/ACR 2019 knaccuduKamoHHbIE

kpurepuu CKB
ACR 1982 ACR 1997 SLICC 2012 EULAR/ACR 2019 basna
JIuxopagka 2
CKyJIOBas ChIIIb CKyJIOBas ChIIb 0CTpasi I NTOA0CTpast KOXKHAA 0CTpasi KO>KHO-CJIN3UCTAsA BOTYaHKA 6
BOJTYaHKA
JIMICKOU/THAS ChIIIb JUCKOUIHAS CHIIIb XpOHMYECKasi KO>KHasA BOJTYaHKa MIOI0CTpasA KOXKHAA WIN JUCKOUTHAA 4
BOJTYaHKA
dorocencebmTM3aTIHS dorocencebTU3aTISA
SI3BOYKH B IIOJIOCTH PTa | A3BOYKU B IIOJIOCTH PTa s1I3BOYKHU B [TOJIOCTU PTa WJIH B sI3BOYKH B IIOJIOCTU pPTa 2
IIOJIOCTH HOCA
aJIoTenys He OCTaBJIAIONIAsA pyOI[OB | aylomerus He OCTaBJIAomas pyoIioB o
apTPUTHI HESPO3UBHBIE APTPUTHI CUHOBHUUTHI MBIIIIEYHO-CKEJIETHHIE 6
CYCTaBHBIE BOBJIEUEHU S
CEPO3UT: IJIEBPUTHI WJIN CEPO3UT: CEPO3HBIN IJIEBPAJIFHBIN HJIN 5
" IUJIEBPUT MePUKAPAUTHI IJIEBPUT WJIH [IEPUKAPAUT [epUKapPAHAIbHBIN BBIIIOT 6
" [EepUKApAUT OCTPBIH IEPUKAP/IAT
HapyIlIeHe I0YeYHOH HapyIIeHNe I0YEeYHOH 3a00JIEBaHHE TIOUEK peHaIbHAs POTEUHYPHA > 0,5 4
(074309107076 yHKIIMN: IIPOTENHYPUS WU SPUTPOIUTAPHBIE | T/CyTKH 8
" [IepCUCTHPYIOLIAA = [IepCUCTUPYIOIIAd LAJIUHAPGI o peaysnbraram ouoncuu 11 wiu IV 10
NIPOTENHYPUA MIPOTENHYPUS KJIaCC BOJIYaHOYHOTO HedpUra
" KJIETOYHBIE " KJIETOYHbIE IUJIUH/PHI
1004810703 9109) 31
HEBPOJIOTHYECKHE HEBPOJIOTHYECKIe HEBPOJIOTMYECKIE HapyIIeHUs IICUXOHEBPOJIOTMYECKIE IPOSABIEHUA 5
HapyIlleHUus HapylIeHus * snurenTudOpMHbIE IPUMIAKU * snuirenTudOpMHbIe IPUIIATKU 3
* snuaentudopMHbIe * 3nuientudOpMHbBIE " IICHXO3BI " IICHXO3BI 2
TIPUTIAZIKHI MPUIIAIKU " MHOXKeCTBEHHBIN MOHOHEBPUT LI (V) 074007051

" IICHXO3bI

" IICHXO3bI

" MUEJIUT

* mepudepuyUecKas uiIn
KpaHUIbHAs HEUPOIIATHUsA

" OCTpPOE CIlyTaHHOE COCTOSTHUE




Ta6auma 1. ACR 1982, ACR 1997, SLICC 2012 u EULAR/ACR 2019 ki1accudUKaIiOHHbIE
kputepun CKB (2)

ACR 1982 ACR 1997 SLICC 2012 EULAR/ACR 2019 baJsa
reMaroJIoTu4ecKue reMaroJIorudeckKkue reMOJIUTHYECKasd aHEMUSA 4
HapyuieHusa HapylieHUusa
reMOJINTUYECKAs aHEMHUST | TeMOJIUTHYECKAs aHEMUs | JIEMKOIEHUS VTN ayTOUMMYHHBIHI reMOoJIn3 3

auM@OneHUs
JIEHKOTIEHU S JIEHKOTIEHU S TPOMOOITUTOIIEHU S JIEHKOTIEHU A 4
JauMdoneHnus JauMboneHus TPOMOOITUTOTIEHHST
TPOMOOITUTOTIEHU A TPOMOOITUTOTIEHH A
HNMMYHOJIOTHYECKHEe MMMYHOJIOTHYEeCKHe MMMYHOJIOTHYeCKHe MMMYHOJIOTUYEeCKIIe KpUTEPU 3
HapylleHud HapylieHUusa KpUuTepuu
noJsiokuTenbHble LE- antu-DNA aHTuTesNa aHTu-DNA anTHTesNa aHTHUTe A, cienuduUuecKue 1A 2
KJIETKU aHTU-Sm aHTUTENA CKB
a"nTu-DNA anTHTeNa aHTU-Sm aHTUTENA a"TI(OCHONTUTUTHBIE auTu-dsDNA min 3
a”HTHUTEIIA aHTU-Sm
aHTU-Sm aHTUTEA a"TudOoCHONNIUTHEIE CHIJKEHVE YPOBHEN arTUdoOCchoINNTNTHbIE AHTUTEIA 4
aHTHUTeNa komiutementa (C3, C4, AQHTHUKAPIUOJIUITMHOBBIE VJTU aHTH-[32
CH50) GPRI un BOTYaHOYHBIH
QHTHKOATYJISTHT
JIOXKHOTIOJIOXKUTETbHBIN npsavas npoba Kymo6ca mpu YPOBE€Hb KOMIIJIEMEHTA
TecT Ha CUUINC OTCYTCTBUU Huskui C3 nin Huskuii C4
TEMOJIUTUYECKON aHEMUS Hu3kui C3 u Huzkui C4
AHTUHYKJIEeapHbIe AHTUHYKJIeapHbIe AaHTUHYKJIeapHbIe
aHTHUTEJIA aHTHUTEJIA aHTHUTEJIa




Pucynok 2. J/luarnocruueckui noaxoz npu nogo3penun Ha CKB u ucnosib3oBaHue
KpUTepHeB KaacCu(PUKaIlUU B YCTAHOBJIEHUH KJIMHUYECKOr0 JInarHosa.

[ HpeI[HOJIO)KeHI/Ie AnardHo3a CUCTEMHAA KpaCHaA BO/JIYaHKA }

{ TECT Ha BbIsiBJIeHHne ANA I/IMMYHO(I)JIIOOPI/ICI_IGHTHBIM METOJ0M }

!
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OC00eHHOCTH OCHOBHBIX IKAJ AKTUBHOCTH NIPHU CUCTEMHOH
KPACHOM BOJIYAHKE

SLEDAI-2K
(SLE Disease Activity
L Index) II03BOJIIET MNPOAHATHU3UPOBATh AKTHBHOCTh 24 KIMHUYECKUX
IIPOSIBJIEHUU B TeueHue 28 JIHEelN;

» CTelleHb TSKECTH MOPaKEHMsI OPraHOB OLIEHUBAETCS T10 IITKaJIE OT

C 1 10 8 (mmamas3oH OT O 10 105 0aJIJIOB);

JICAYCT . SLEDAI = 0 pemuccus
yauTbIBaTh, . SLEDAI = 1-4 HU3Kas aKTUBHOCTD

YTO: NpruInHOU
MIUYPUHA MOKET
OBITH UH(EKITU
MOYEBOU CHCTEMBI,

SLEDAI = 5-10 ymepeHHas akTUBHOCTb
SLEDAI > 10 BbICOKasA aKTUBHOCTD
» KJIWHUYECKU 3HAUYUMbIE U3MEHEHUA

. IIOBHIIIEHHE > 3 0a/IJIOB — 000CTpeHUe
aJIonenust uin
JTeAKOTICHHA MOTYT . CHIDKEHHe < 3 0Oa/uioB —  yiydineHue (IT0JI0KHTeIbHas
OBITH 0OYCIOBJIEHBI JMHAMUKA)
Ha3HAYEHHBIM . + 3 — IepCUCTUPYIOIIas AaKTUBHOCTb .

IIpernapaToM.

Heobxoaumo nuddepeHnipoBaTh BOBHUKHOBEHNE UHCYJIbTOB U JIPYTUX HEPBHO-TICUXUYECKUX
MPOSBJIEHNH KaK pPe3yJIbTaT aTEPOCKIEPOTUUECKOTO MOPAXKEHU A, META00INYeCKUX HapyIIEeHUH,
1O60YHBIX 3(PPEKTOB MPUMEHAEMbBIX IIPENAaPaTOB OT MPOSIBJIEHUN OCHOBHOTO 3a00J1€BaHUS.

Mikdashi J, Nived O. et al., Arthritis Res Ther. 2015 Jul 20;17(1):183.




a

Ciaenyer
YUYUTHIBATh,

YTO: Taxenoe
obocTpeHre MOKET
Pa3BUTHCA B
pesyJibTare
HeOOJIBIIIOTO
yBEeJINYEHUS
aKTUBHOCTHU
3a00J1eBaHuA.
H3MmeHeHUs B JIedyeHUH
pacCIeHUBAIOTCA KaK
obocTpeHue, JTaKe B
cydae

SELENA- SLEDAI

Safety of Estrogens in Lupus
Erythematosus National

\_ ASS@SSTD@HWOCTpeHHH OIpenesAoTCs n3MeHeHreM B 6atax SLED

11/WJIN OTZIEJIbHBIX MMPOSIBJIEHUN 1 /WU U3MEHEHUEM B
JIeUeHUH U/ WIU HeEOOXOAUMOCThIO B TOCIIUTAIN3AIINHI

MuHuMaibHOe/yMepeHHOEe 000CTpEHUE:

nsMmeHneHue oneHku 1o 1mkaae SELENA-SLEDAI vHa 3 6ajia u
0oJiee (HO He OoJiee UeM Ha 12);

yBeJIM4eHUeE JT03bI IIPETHN30I0Ha, HO He OoJiee 0,5 MT/KT//leHb;
nobasyienrie HIIBII, ruipokcuxI0poxuHa;

Tsxenoe obocTpeHue:

n3MeHeHue oneHku 1o mkage SELENA-SLEDAI no >12 6ajioB;
yBeJIM4YeHUe T03bI IIPETHNU30I0HA 0 >0,5 MTI'/KT'//IeHb;
nobaBieHne K Tepanuu nukiaodochamMuza, aszaTUONPUHA,
MeTOTpeKcara, MUKOodpeHoIaT-ModeTHaa WIA OUOJTOTHUYECKUX
IIpernapaTos.;

roCOUTAIA3AIUA.

IIEPCUCTUPYIOIIEN aKTUBHOCTU 3a0osieBaHusA. HeT pa3iuuuil Mex/y JIETKUMU U yMEePEHHBIMU
000CTpEeHUAMH, TaK Kak Jake He3HAUUTEIbHOE 000CTPEHNE TPUBOJUT K HAapaCTaIIIEMY IMOBPEKIEHUIO

OpraHoOB WJIX CUCTEM.
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SDI
SLICC/ACR
DAMAGE

INDEX
\ {O?BOJIHGT OIIEHUTH IPUPOCT HEOOPATUMBIX MOBPEKAEHUMN B 12
Ciexyer CHACTEMAaxX OPraHoOB.
YUUTHIBATH, OneHuBaeT  NOBPEXJEHHA,  BbI3BAHHbIE  KaK  CaMHUM
— 3abosieBaHEM TaK U IOOOYHBIMH 3(pdeKTaMu IMPUHUMAEMbIX
OLIEHUBAIOTCS JIEKapCTBEHHBIX IIpenapaToB (IJIIOKOKOPTUKOUJAMU KU

3JIEMEHTHI,
MIPUCYTCTBYIOIINE B
TeueHue Kak
MUHUMYM 6 Mecs.
(c 0CTOPOXKHOCTHIO
TPAKTYIOTCS
obpaTuMbie
MIPOsIBJIEHUE,

HaIpuMep
IIPOTENHYPUS,
ajIonenus).

nukIodochamMuiom)

OneHKa MOBPEXK/IEHUA

« SDI 0 HeT noBpeXAeHuA

« SDI > 1 umerorcst HeoOpaTUMBbIe TOBPEKIEH U

e SDI > 3 umeroTcst TX)eIbIe TOBPEKACHUS

KiimHnuyeckasa 3HaUMMOCTD

« awboe yBeaudeHne SDI  gBiaseTcd  NPOTHOCTUYECKH
3HAYUMBbIM, CBSA3aHHBIM C [JJaJbHEUIIIMM HAKOIUIEHUEM
MIOBPEXKIEHUI U POCTOM PHCKA CMEPTHOCTH.

Tak Kak 3JIEMEHTHI ITOBPEXAeHNN HeoOpaTuMbl, SDI MOKeT TOJIBKO YBEJIMUHBATHCSA CO BPEMEHEM.
OTnenbHBbIE 5JIEMEHTHI IIKAJIbI B CJIyUae UX IMIPUCYTCTBUS Y MalleHTa OIEHNBAIOTCS B paBHOU CTEIEHU,
HE3aBHCHUMO OT CTENEeHH yIepOa 1 BJIUSHUSA Ha €r0 JKU3Hb.



JleueHue cuUCTEMHON KPAaCHOM BOJTYAHKHU — TPAAHIHOHHBIE
npenaparhbl, CyleCTBYIOIIHE NPO0JeMbl, HHHOBAIMOHHbIE JIe4e0HbIE MOAXO0/bI

Jleuenne CKB npoBoauTcs ¢ IpUMEHEHHUEM TITFOKOKOPTHKOMIHBIX IIPEHapaToB U
MMMYHOCYIIPECCUBHBIX areHToB. IMMyHOCYIIpecCUBHAS Tepamus CIIocoOHa
NPEAOTBPATUTH PEIUIUB 3a00JIeBaHus 00Jiee YEM Y MOJOBUHBI MAIITUEHTOB, BMECTE C
TEM JICYCHUE BHICOKMMHU JI03aMH 3THUX MPENapaToB YBEIMUYUBAET PUCK TAKEION
MH(EKINU U CMEPTH.

CymiectBeHHas npobieMa jedeHus namueHToB ¢ CKB cBs3aHa ¢ HeCrmoCOOHOCThIO psijia
IpenaparoB MOJIABIATH MPOSBJICHUS 3a00JICBaHUSI, HAIIPUMEP BOJIUYAaHOUYHOTO
IJIOMEepYyJIOHE(DpHUTA, 1 BMECTE C TEM JIEMOHCTPUPOBATh 0OHA IC)KUBAIOIINE PE3YbTAThHI
JUIA APYTUX €r0 CUMIITOMOB TaKHUX KaK F€éMaTOJIOTHY€CKUE, KOKHO-CITU3UCTHIC UITH
CYCTaBHBIE OPAKECHUS.

HemocpeacTBeHHOM Wilh ONIOCPEIOBAHHOM MUILIEHBIO COBPEMEHHBIX TEPANIEBTUUECKUX
MOAXOAO0B SABISAOTCS B-KieTku — «kiterounas repanus» CKB.

IlepBoHauayibHO B-KJIeTKM cunTaBIIMECS CIIOCOOHBIMHU TOJIBKO K BhIpaOOTKE ayTOAT,
BIIOCJICJICTBUM TAKXKE MPU3HAHBI 3 (PEKTUBHBIMU aHTUTCHIIPE3EHTUPYIOIIUMU
KJIETKAaMH U TIPOAYLUUPYIOIIUMHA UTOKUHBI.

Fanouriakis A. et al., Ann Rheum Dis. 2019 Jun;78(6):736-745. doi: 10.1136/annrheumdis-2019-215089.
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AHTHUMAJISAPUMHBIE IIpenaparbl:
THAPOKCHUXJIOPOXHUH, XJIOPOXHUH, MEIIAKPUH

Cy1iecTBytoniye paHee IMOKa3aHUA 11
9TOro KJIacca Ipenaparos,
OrpaHUYMBAIOIINeCs JIUIIb KOKHBIMU U
CYCTaBHBIMU IIPOSABJIEHUAMH,

,__________
4

OcHOBHbIC TOKa3aHUA U 3PP EKTHI:
° JAOITIOJIHUTEJIbHBIE aHTI/ITpOM6OTH‘{eCKHI>)I,

3a00JIeBaHUS CYIIIECTBEHHO U3MEHUJIHCH. TUTIOJIUIIUZIEMUYECKH, CAXaPOCHUKAIOIIUM U
[IpoTUBOMAIAPUITHBIE [TPEapaThl MOTYT IIPOTUBOMHUKPOOHBIN 3G EKTHI;

CHU3HUTb CMePTHOCTH y 60/bHbIX CKB *  IUIIOKOKOPTUKOU-cOeperaromuii 3 eKTsI;

Gosree uem Ha 50%. Yryunienue « THUIPOKCUXJIOPOXHMH MoxeT ObITh €ITUHCTBEHHOM

JIOJITOCPOYHOT'O ITPOTHO3a OIIOCPETOBAHO
HE TOJIbKO BJIMSHHUEM HAa aKTUBHOCTb, HO
U CHIDKEHUEM pHcKa TpoMbo3a,

Tepanuei, HeobxomuMon mpu jierkom teuenuu CKB;
+« XJIOPOXMUH He nMeeT TepaneBTUUYECKUX IIPEUMYIIECTB

COCY/IACTBIX 3a6071eBaHMI 1 HAKOTLJIEHHS repes THAPOKCUXJIOPOXHMHOM OJTHAKO MMeeT 00Jiee BBICOKYIO
TIOBPEXKIEHU. TOKCHUYHOCTB;

BBIBOJ: T'U/IPOKCHXJIOPOXHH fABJIAETCA « MEITAKPHUH M0XHO HCII0JIb30BAaTh BMECTO

OCHOBHBIM JiekapcTBoM npu CKB. B THAPOKCUXJIOPOXHUHA B CITydasX MOATBEPKIEHHOM

pykoBozctBax EULAR/ACR 2019
pexoMeHyeTcsa becCpoyHas Tepamnus
TUAPOKCUXJIOPOXUHOM (€C/IN HET
MIPOTUBOIIOKA3aHUM) IJIST BCEX
namueHToB ¢ CKB, BKiIiouasi maifieHTOB C
BOJIYQHOYHBIM IJIOMEPYJIOHEDPUTOM U
BO BpeMs OepeMeHHOCTH.

TOKCUYHOCTH Ha 3pEHUE;
« MEITAKPUH M0:XHO KOMOMHHPOBATH C
rugpokcuxsiopoxuHom npu CKB ¢ pedpakTepHbIM

/BOHpOCI)I 0€e30ImacHOCTH: \

*  MOATBEPXKJEHHAs MaKyJIONATHUA Y = 2% MaIlUEeHTOB IIPU HA3HAUEHUU XJIOPOXUHA U 0,1% NalUEeHTOB IIPH JIEUeHN !
THIPOKCHUXJIOPOXMHOM Yepes3 10 JIET; IIa3Has TOKCUYHOCTh HE3HAYUTEIbHA TPU HA3HAUYEHN N MeIMaKpHHA.
*  npyrue no6o4yHbIe 3P HEKTHI: XKeTyI0IHas HETEPEHOCUMOCTb, ChIIb, TUIIEPITUTMEHTAIHS KOKH, HOTTEH U JIeceH, 3Y/I.
*  KapJIMOTOKCUYHOCTD, BKJIIOUas yainHeHHe nHTepBaia QT, oueHb PeJIKO C THAPOKCUXJIOPOXHHOM
*  JKeJITOBATOe OKpAIlIMBaHHE KOXKU (MemaKpyH)
*  TUJPOKCUXJIOPOXUH U XJIOPOXHUH O€30I1acHBI BO BpeMs OepeMEHHOCTH U KOPMJIEHUE TPY/IbIO
K MeIaKpUH He PEKOMEH/IYeTCsI BO BpeMs 6epEMEHHOCTH U IIEPUO] JIAKTAI[UU U3-3a OTCYTCTBHUS TAHHBIX O 6630HaCHOCTy
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TokcuuHOCTb, oniocpesioBanHasn 'K, B
3HAUUTEIbHOU CTEIIEHH 3aBUCHUT OT J03bI U
BpeMeHU Bo3/encTBusA. [Ipu UTUTETHHOM UX
MIPUMEHEHUH IpejcTaBIsieTcs: OoJiee
Pa3yMHBIM HCIIOJIb30BaTh 5 MT'//IeHb
MPEeHU30JI0HA B CBSA3HU C JJOKA3aHHOU
CIIOCOOHOCTHIO K HAKOIIEHHIO JIaXKe IIPU 103aX
5—7,5 MI'/CyT.

Ycnex neuenus nanueHToB ¢ CKB, BkiIouas
TsDKesTble POPMBI, TaKHe KaK BOJTYAHOYHBIHN
IJI0MepyJIOHEDPUT, C IPUMeHeHHEM OoJiee
HU3KHUX J]03 IEPOPAJIbHOIO IIPEIHU30JI0HA
JI0Ka3aH KJINHUYECKUMU HUCCIIEIOBAHUAMMU.
BbiBOABI: MynbC-Tepanus

METHUJIIIPEAHHU30JI0HA B COYETAHUHN C DpAHHUM
Ha3HA4Y€HHUEM UMMYHOCYIIPECCHBHBIX
IIpernaparoB, HE OrpaHUYNUBAaACh IIaTUEHTAMM C
TAMXEJIBIM TE€UYECHHEM 3360)’[6B3HI/IH, nu

OcHoBHBbIE NTOKa3aHUuA U 3P PeKThI:
Havya/IbHAs | IOJZIEP>KUBAIOIIASA TEPAIUA BOCIIATUTETbHBIX
npospiienusa CKB;

ITyJIbC-TePATIUs METHJITPEJHU30JI0HOM 125—500 MT/CyT B
TeueHHne 3 JHeH MoKa3aHa /il ObICTPON WHIYKITUH
PEMUCCUY TPU YMEPEHHO-TSKEbIX 000CTPEHUSAX;
MIPEHU30JIOH B JIO3UPOBKE >30 MT//IeHb MOBBIIIIAET
TOKCUYHOCTh 0€3 3HAUNTEIbHBIX JOMOTHUTETbHBIX
TeparneBTuYecKux 3P@eKTOB;

MPETHU30JIOH B JIOBUPOBKE < 5 MT/J€Hb IPUMEHSIETCS JJIsI
MO/I/IEPKUBAIOIIEN Tepalliy;

KOHEUHOU I1eJIbI0 JIEUEHU S CUUTAETCA IIPEKPaIlleHe
npueMma I'K.

MIpUMeHEeHNEe THIPOKCUXJIOPOXUHA MOTYT CIIOCOOCTBOBATH OBICTPOMY U JIIMTETFHOMY KOHTPOJIIO aKTUBHOCTHU BOJTYAHKH, CO
CHI?KEHHEM He TOJIbKO MTOO0YHBIX 3 HEKTOB, CBA3aHHBIX ¢ TpuMeHeHneM 'K, HO U cep/ieYHO-COCYANCTHIX U TJI00ATBHBIX

MOBPEXIEHU M.

ﬁ%onpocm 0€e30MmacHOCTH:
UHQEeKIUH;
3a00J1eBaHUA, KaTapaKTa, UHPEKINH;
TOKCUYHOCTD);

1mo6ounHsble 3G HEKTHI;

* TOKCHUYHOE BO3JEUCTBUE MPU KPATKOBPEMEHHOM ITPUMEHEHUH: 0)KUPEHNE, CTPUH, TUTIEPTOHUS, TUPCYTHU3M, aKHE,

* TOKCHUYHOE BO3JEUCTBHUE IIPU CPEHE- U I0JITOCPOYHOM IIPUMEHEHUH: OCTEOHEKPO3, OCTEOTIOPO3, CEPAEUHO-COCYAUCTHIE
* JJIUTEIPHOE TPUMEHEHME JO3UPOBOK > 5-7,5 MT//IeHb YBEJTUUHNBAET HapacTaHUE MOBPEXKAEHUH (/1030-3aBUCUMAST

* IIyJIbC-TEPAIUs JI0 500 MT//IEHb B TEUEHHE 3 JHEHN He BHI3bIBAET HAKOIJIEHHUE TIOBPEXKIEHUH MJIN 3HAUNTETbHBIE

\' 6e3omacHbI Ipu OepEMEHHOCTH B HU3KHX /103aX. BhICOKHE 103bI MOTYT BBI3bIBATh MOOOYHBIE 3(PEKTHI, TAKHE KaK /

~

MPESKJIAMIICHS, TECTAIIHOHHBIN JUA0ET M HHPEKITUH.
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HNMmmyHOaenpeccanTsl (1)

MeToTpekcar

OcHogHble nokasaHusn

MBIIIIEYHO-CKEJIETHBIE, KOJKHbBIE IIPOSBJIEHUS
3aboJieBaHUs, CEPO3UTHI;
mAarkun I'K-cbeperaroruii 3¢ exr.

Bonpocwt 6e3onactocmu

HesKeJlaTeJIbHbIE SIBJIEHUS CO CTOPOHBI
IIeUEeHH, JKeJIyAOUHO-KHUIIIEYHOIO0 TPAKTa 1
reMaTOJIOTHYECKE TIPOSABIEHUA
(CHMZKAIOTCS TIPU COBMECTHOM IIPHEME C
(omeBoi KUCIOTOI);

1130eraThb Ha3HAYEHUA Y IOXKHIJIBIX
ITAIINEHTOB U/HWJIN B CJTydae CHUKEHUS
CKOPOCTH KJIYOOUKOBOH (pHJIbTpAIIUU <30
MJI/MUH;

IIPOTHBOIIOKA3aH IIPU OEpEMEHHOCTH U
JIAKTAIIH.

AzaTuonpuH

OcHo8Hble noka3aHus

* IIMPOKHUU CIEKTP MPOSABIEHUU, BKIIOYASA
KOHCTUTYI[UOHAJIbHbIE, T€MATOJIOTUUECKUE,
BACKYJIUTHI U HEBPOJIOTMUECKUE 3a00JIEBaHUS;

*  MOjiep>KaHue OTBETA IM0CJIe UHAYKIINU C
npuMeHeHHeM MuKiodpochamMmua;

*  MATKUH cTepousi-coeperammuii 3¢ exT.

Bonpocwt 6ezonacHocmu

*  [IeYeHb, JKeIYI0YHO-KUIIIEYHbIE U
reMaTOoJIOTUUECKHE HeKeJlaTeIbHbIe sIBJIEHMUS;

*  BO3MOXKHBIE JIEKAPCTBEHHbIE B3aUMOIEHCTBHUS
(n36eraTh OTHOBPEMEHHOTO IPUMEHEHUS C
aJJIOIyPHUHOJIOM);

*  0e30IaceH /I UCIOJIb30BAHUS BO BPEMST
OepeMeHHOCTH U JIaKTaIuu (103a > 2
MT/KT/IeHb)

GIHI‘I/IﬁI/ITOpI)I KaJbIIHHEBPUHA (IIHKJIOCIIOPUH, TAKPOJHUMYC, BOKJIOCIIOPHUH)

KHUCJIOTY)

Hcnonp3yroTea B cOUeTaHUU ¢ MUKO(EHOJIATOM B OT/EJIbHBIX CIydasax BOJTYaHOYHOIO IJIoMepyJIoHedpura.
[TpemapaTsl TpeTbel JIMHUM (KOT/Ia IPYTHe BAPUAHTHI HEJIOCTYITHBI MJIM HEIEPEHOCUMBI) TP pedPaKTEPHBIX
KOXKHBIX 1 T€MaTOJIOTUYECKUX MPOSBIIEHUAX 3a00JIEBaHUAA.

Bonpocwt 6esonacHocmu
Metabonuueckue (TUMepTeH3us, TUCTUITUIEM U, THIIEPTJINKEMUS ), TIOYETHbIE (TTOBBIIIIEHNE YPOBHS KpeaTHHUHA
B CHIBOPOTKE, TUIIEPKATNEMHS) U KEJTyTOYHO-KUIIIEUHbIE PACCTPONCTBA, TUIIEPILIA3US JAECEH, TPEMOP.
BesomaceH Ji1s MCIIOIL30BaHMUSA BO BpeMsl OEpEMEHHOCTH (PEKOMEH/IYETCS IIOCTOSTHHO MCII0JIH30BaTh (DOJIHMEBYIO

~




HNMmmyHoaenpeccaHnThl (2)

N —————

MuxrodeHnoraT-mogeTna

OcHoB8Hble NoKa3aHUA

* Tepanus IePBOU JIMHUU BOJTYAHOYHOTO
rJI0MepyJioHepPUTa;

* 5ddeKkTUBEH NIPU NIUPOKOM CIEKTPE
MIPOSIBJIEHUH, BKJIIOUAS CPEAHETSIKEIIbIE U
TsKeJIble TeMaTOoJIOTUYEeCKUE TTPOsBIEHMU S
3a00J1€BaHUA;

*  TojJep:KaHHe OTBETA MOCJIE UHAYKIINU
PEMUCCUH JIOCTUTHYTOU ITUKII0dochaMUIOM.

Bonpocwt 6esonacHocmu

*  JKeJIyIOUHO-KUIIIeUHbIe, TeMaTOJIOTUUECKHUE
(JIefiKOIIeHUsT pa3BUBAETCS PEKE, YEM ITPHU
IIPUMEHEHUU a3aTUOINPUHA), HHPEKITUOHHbIE
(ocobeHHO TTpU MPUMEHEHUH B JI03€ 3 T/CYyT WIN
1Ipu BhICOKHX A03ax I'K) HexkenaTebHbIE
SIBJIEHUS,

*  MOPOTHUBOIIOKAa3aH Ipu OepeMeHHOCTH U
JIaKTaIuu

Iurxaodochacmuy (8/8; Hu3Kas 103a: 500 MT pa3 B BE
HeJIeJIN 4 Pa3a; BHICOKUE JTO3BI: 0,75—1T/M 2 B MecsI 6—7 pas)
OcHOBHble NOKA3AHUA

* Tepamnus NepBOU JIMHUU BOJTYAHOYHOTO HeppUTa U
TSKEJTBIX WU pedpaKTePHBIX TPOSBIEHUH,
BKJIIOUAsI TIOUEUHbIE, HEHPOIICUXUYECKHE,
reMaTOJIOTUYeCKUe MPOsIBIeHUs 3a001eBaHus,
BaCKYJIUTHI;

* B OOJIBIIIMHCTBE CJIy4aeB IPEAIIOUTHTEIbHA HU3KAs
7103a; BBICOKAs /1032 MOXKET OBITh ITOKa3aHa MPH
OCOOEHHO Ts)KEJIOM TeUeHU U 3a00IeBaHUs.

Bonpocbt 6esonacHocmu

* TreMaToJIOTHYecKue, H(PEKITMOHHBIE M MOUYEBbBIE
(mmeTuT) HexKkesaTeIbHbIe ABJIeHUA (0COOEHHO MPHU
MIPUMEHEHUH BBICOKHX /103);

* TOHAJIHas TOKCUYHOCTH (BO3pacTHAsA U JJ030-
3aBUCHUMAast) IIPU UCIOJIb30BAHUU BBICOKUX J103;

* IIPOTUBOIIOKA3aH IpU OepeMeHHOCTH (MOKHO
HCII0JIb30BaTh BO BTOPOM/TPEThEM TPUMECTPE B
OT/IEJIbHBIX CJIy4Yasix) U B IIEPHO/T JIAKTAIUH.

GOJI‘IaHO‘IHblﬁ rJioMepyJoHeppur

MHOTI'OIIEJIEBBIX CXEM JIEUEHUA BOJTYaHOYHOI'O He(prTa.

B EULAR/ACR 2019 pekoMeH/IyI0TCsI HU3KHe JI03bI IMUKJIodochamMuza BHyTPUBEHHO (00IIOCHI 500 MT, KaXK/Ible JIBe HeZelIH,
BCero I1ecTh pa3) nin MukodeHosar (1esnesas /103a ModeTuIa 2-3 I'/7ieHb B TeueHle 6 MecsAIeB) B KauecTBe NHYKIIMOHHOU
Tepanuy MepBOM JUHNUU aKTUBHOTO MPOJINdEPATUBHOTO BOTIYAHOUHOTO TJIOMepPYIoHedpUTA.

B nocsieiHee BpeMs NHTUOUTOPHI KaJIbIIMHEBPUHA, 0COOEHHO TaKPOJIUMYC U BOKJIOCIIOPHH, BCE Yallle CTAHOBATCA YaCThIO

[TarueHTHI, y KOTOPBIX OTMEUAETCS yCTOMYNBOE CHIKEHHE IIPOTENHYPUH CO CTa0MIU3aIliend UIH YIydIIIeHIEM CKOPOCTH
KJIyOOUYKOBOM (pUIBTPAIN, MOTYT OBITH II€PEBEIEHBI Ha T0/I/IEP>KUBATOIILYI0 TEPAIIHIO JIN00 MUKO(eHo1aTOM (0COOEHHO,

\ecjm TOT K€ IIpenapaT MPUMEeHSICA /I WHAYKITUN WU IIpH 00JIee TsKeIbIX popMmax HedpuTa), 00 a3aTHOIIPHUHOM.

~




PucyHok 3. /leueHue, HameJIeHHOE€ HAa MHUIIEHU, IIPHUMEHSIEMOE Yy IMAIUEHTOB C
CHCTEMHOU KPAaCHOU BOJTYaHKOU WJIN M3yUyaeMoOe€e B KJIMHUYECKHUX HUCCIeT0BaAHUAX

\\
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AHTUTCH-IIPEC3CHTUPYIOIIAA

RJIETKa I/IJI_12’
aKTOp nJ-23
AKTUBUPYIOIAH
B-kiaerkn
NJI-21, 1JI-10

KO-CTI/IMy.’Iﬂ].(I/Iﬂ
T-riaeTka

ImJjiasmMaTruJdeckKkaa cazodpua peryjaaropHas
KJIEeTKa T-kjaeTka
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KiieTrouHasa Tepanusa, HalipaBJd€eHHAaA HAa BOJIYAaHOYHbIE B-KieTKu

Besaanmyma6 npejicrasiisieT co00li MOHOKJIOHAJIBHOE aHTUTEJI0, HalleJleHHOe Ha (pakTop
aktuBaiuu B-kierok (BAFF), KoTophIi peryiupyeT UxX BbIKUBaHUe. B IByx HccieoBaHUAX
1T dazst (BLISS-52 u BLISS-72) y marnueHTOB, MOJIy4aBIIuX 6e1muMymad B IOTIOJTHEHUE K
CTaHJAPTHOU Tepanuu, HabJIo/laeMbIi HHEKC OTBeTa Ha jieueHue npu CKB 6bL1 BbIIIIE IO
cpaBHEHMUIO ¢ 11arebo. [TanmeHThl ¢ aKTUBHBIM BOJTYaHOUYHBIM HE(PPUTOM OBLIIN UCKITIOUEHBI
13 9TUX uccaenoBanuii. CiieayeTr OTMETUTD, UTO obaBaeHUe OeinMymada IIPUBEJIO K
3HAUUTEILHOMY COKPAIIEHUIO TSKEJIbIX 000CTPEHU M, CHUIKEHUIO KYMYJIATUBHOTO
Bo3/ercTBusA 'K, yMeHbIIIEHNIO HAKOIJIEHNU A HEOOpAaTUMBIX IIOBPEXK/IEHUHN OPTaHOB U
YJIYYIIIEeHUIO0 Ka4eCTBa *KU3HMU.
Ha ocHOBe skCIlepruMeHTAIbHBIX JAHHBIX, nogdepkuBawimux poab BAFF B ¢opmupoBanun
BHYTPUIIOYEYHBIX JIMM@MOUIHBIX CTPYKTYpP, a TakKKe PETPOCIEKTUBHOIO aHaJIn3a
uccinenoBanuii  BLISS-52/76, mnpeamnosaraioliux BO3MOMKHbIE  aHTUIIPOTEMHYPUYECKUE
addexthl OenmmMmymaba, ero IpuUMeHeHHe ObLUI0 U3YyUYeHO y IallMEHTOB C AaKTUBHBIM
BOJTYaHOYHBIM IJIOMEPYJI0HEe(DPUATOM.
CorstacHo  mpecc-penusdy, OenmMmymMab B  COYeTAaHWMHM €O  CTAHAAPTHON  Tepamnueu
(mukimodochamMun wWiId MHKOQeHosaT, a 3areM a3aTHONpUH WId MHUKOMeHOoJaT
COOTBETCTBEHHO) IIPEBOCXOAMJI CTAHJIAPTHYIO TEPANUI0 B OTAEJIBHOCTH IO JIOCTHUIKEHUIO
IIEPBUYHON KOHEUHOU TOUKH. IlyOsukanus 5TUX Pe3yJabTaTOB IIOMOMKET OIIPEJIEIUTh
IIOKa3aHUA K IpUMeEHEHHIO OesimMyMaba mpyu BOJTYaHOUHOM IJIOMEPYJIOHE(DPUTE.

Furie R. et al., Arthritis Rheum. 2011 Dec;63(12):3918-30. doi: 10.1002/art.30613.

Navarra SV. Et al., Lancet. 2011 Feb 26;377(9767):721-31. doi: 10.1016/S0140-6736(10)61354-2.
Dooley MA. Et al., Lupus. 2013 Jan;22(1):63-72. doi: 10.1177/0961203312465781.



Puryxcumab

PuTtykcumab — MOHOKJIOHAZIbHOE aHTH-CD20-aHTHUTEN0, BHI3BIBAIOIIEE
HUCTOllleHre B-KiieToK. B 1ByX paHIOMU3UPOBAHHBIX KOHTPOJIUPYEMBIX
HCCJIEIOBAHUAX HE CMOT IIPOJIEMOHCTPUPOBATDH CBOE IMMPEBOCXOACTBO HAJ,
craHapTHbIM JedeHrneM CKB 1 BOTYaHOYHOTrO IJI0MEPYJI0HEPPUTA,
BO3MOKHO, B pe3yJIbTaTe MOIIIHOM (DOHOBOH Tepallii U HEJOCTAaTKOB AH3alHA
HCCJIeJOBAHUA.

Tem He MeHee, 0OcepBaIlIOHHbBIE UCCIIENOBAHUS ITIOATBEPIKIAIOT

3¢ HEKTUBHOCTD MpenaparTa Ipyu HAJIMYUU 3aTPyJHEHUU B JIEUEHUH BOJTUYAHKU
TpaJIuIIMOHHBIMY JIEKAPCTBEHHBIMU MpeIlapaTaMu, B TOM YHCJIE IIPU TIKEJI0U
CyCTaBHOMU, IreMaTOJIOTUYECKON, KOXKHOM, ITIOUEUHOMN U IICUXOHEBPOJIOTHUECKOUN
IIaTOJIOTHH.

OTBeT Ha NPOBOAUMYIO TepaIus puTykcuMabom HabIroaeTcs
IpUOIN3UTENBHO Y 65—80% IaneHToB 4yepe3 3—9 Mec, C 0COOEHHO BICOKUMU
IIOKa3aTeJsaMU peMuccuu (61 %) mpu UMMYHHOH IIUTOIIEHUH. Peli uBbI
bUKCUPYIOTCA TIOBOJIBHO YacTo (25—40%), HO y 80% marueHTOB OHU YCIIEITHO
MOAAI0TCA JIEUEHUTO.

Merrill JT. et al., Arthritis Rheum. 2010 Jan;62(1):222-33. doi: 10.1002/art.27233.
Rovin BH. Et al., Arthritis Rheum. 2012 Apr;64(4):1215-26. doi: 10.1002/art.34359.
Quelhas da Costa R. et al., JAMA Dermatol. 2018 Dec 1;154(12):1432-1440. doi: 10.1001/jamadermatol.2018.3793.
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