MexgucumnnuHapHas KoHpepeHumns «leHb cneunanucra.
[TpMMEHEHNE MOHOKNOHAamNbHbIX aHTUTES B Pa3HbIX TEpaneBTUYECKNX 0BNacTax»

CoBpeMEHHbIN B3rNsa4 Ha CUCTEMHYHK KPacCHYK BOJYaHKY

26 okTsabps 2023r, r. KypraH, yn.TomuHa,n.63
KypraHckas obnacTtHasa knuHuyeckasa 6onsHmua

HOCOBA E/TEHA TEHHAOBEBHA

3ABEYIOU[AA PEBMATOKAP/UOJIOI'MYECKUM OTHAEJIEHUEM I'BY « KYPIAHCKAA OBJIACTHAA
KIIMHUYECKAA BOJIBHUIIA» ,

TJIABHBIH BHEIITATHBIH CHELUAJIUCT- PEBMATOJIOI JETIAPTAMEHTA 3/]PABOOXPAHEHUA
KYPIAHCKOM OBJIACTHU

Jlekums npy nogaepkke KomnaHum « Actpa3eHeka.
[MpeacTtaBneHa nHdopmaumnsa ToNbKO B pamKax 3aperMcTtpmpoBaHHbix B PP nokasaHwuii.
MHeHne nekTopa He Bceraa MOXET coBrnagaTb C TOUKOM 3peHUst KOMMaHun «AcTpa3eHekay.

Homep matepuana : SAP-103-10-23 [arta ogobpeHnus: 25.10.2023r [aTa ucteyenus: 24.10.2023r




BapuaHTbl
Te4yeHUs
CUCTEMHOW KPaCHOW
BOJTYaHKU



CucrtemHas KpacHagqa son4vaHka (CKB)

80% FemaTtonoruyeckne
HapyLueHusa*

nopaxeHue UMMYHHOWM
cuUCTEMBbI

30% Cyxol
40% nposiBNeHUs1 CO CTOPOHbI

LUHCT

50% Kapauo-BackynsipHble
nposiBneHus

A ?1

\Y

80% KoxHo-cnusuncrble
npo;l BIlieHus "

60% lMo4eyHble
nposiBneHus*

E Y
L.V 4
)i/

\
i
30% bonb B
XXUBOTe

90% ApTpanrusi/apTput

KnuH. Pek. «PeBsmaTonorma», 2017 r., E. /1. HacoHoB

*CUCTEMHOE ayTOMMMYHHOE
peBmaTmnyeckoe 3aboneBaHue
Hen3BecTHOM 3TUOIOTUM,
XapaKTepusyrlleecs

rmnepnpoaykumemn

opraHoHecneundUYecKkUx ayToaHTUTEN
K Pa3/IM4YHbIM MONEKY/IAM KIETOYHOrO
A4pa 7 pPasBUTUEM
MMMYHOBOCMAa/INTENbHOIO
NOBpPEXKAEHUSA BHYTPEHHUX OPraHOB.

Koa mo MKB-10 M.32 CucteMHas kpacHasi BOJTYaHKa



Ouddy3Hble 3aboneBaHusa coeaNHUTENTIbHOU TKaHU

lpynna 3a6oneBaHunii 06begMHEHHDbIX O4HOTUMHbIMMU:

v PYHKUMOHANBbHO-MOPDONOrMYECKUMMN U3MEHEHMAMM CO CTOPOHbI COEANHUTENLHOMN TKaHW (F1aBHbIM 06Pa30M, KONIAreHCoAe P KalLMX BOIOKOH).
XapaktepHbim npoasneHuem ABCT asnsaerca

v\ nporpeccupytouiee Te4yeHme,

v/ BOBJIEYEHME B NATONIOrMYECKUIA NPOLLECC Pas3INUYHbIX BHYTPEHHUX OPraHoB, COCY/0B, KOXW, ONMOPHO-ABUraTeNbHOMN CUCTEM.
AwvarHoctuka ABCT ocHoBaHa:

v Ha NOIMOPraHHOCTU NOPaXKeHUA

v’ BbIAB/IEHUN NONOMNKUTE/IbHBIX 1aBOPATOPHBLIX MaPKEPOB

v’ [AaHHbIX 6MONCUN COEANHUTENBHOMN TKaHW, MbILWLL (KOXKM MM CUHOBMA/IbHBIX 060104EK CYCTaBOB).

Ana nedenua A bCT npumeHsatoTca:

v\ KOopTMKOCTEpouabl,

v UMMyHOZEMNpeccaHThl,

v' HNBC,

v\ aMUHOXWHO/IMHOBbIE MPOM3BOAHbIE U Ap.

Mpodunaktuka nporpeccuposanmna OBCT

v PaHee BbiABAEHME

v JocTuKeHne makcmmanbHO 6b|CTpO€ AOCTUXEHNE N yOEePHKaHNE TEYEHUA 3aboneBaHuA B pemuccnmn



I1I. Amdpdpy3HBIE OOAE3HM COEAUMHUTEABHBIX TKaAHEN

1.0. CacremHana KpacHasa BoadaHka M 32.0-9

1.1. M aAmmormaraauyeckasa M 32.9

1.2. AexapcrBeHHBEINM BOAYAHOYHOIIOAOOHBINM cuHApoMm M 32.0

2.0. CuacreMHAsA CKAEPOAEPMEA M 34.0-9

2.1. UaAnmormaruageckas

2.2. MaaAyiiapoBaHHAA ( XHEMHYECKAA HAH ACKAPCTBEHHAA) CKAEPOAEPMEA

M 34.2
3.0. Aunddyzuaeiin dpacuuT
* McKArOUYeHHE : AHUCKOHUAHANA KPACHAA BOAYAHKA.
** M ckArOUYeHHE : OYATrOBaAsA CKA€POAEPMEA.
4.0. AepMmarToMHao3HAT (IIOAMMHO3HNUT) M 33
4.1. UaApmonmarTHaYeCcKHH 33.2
4.2. IlapageonmAacTHYECKHH 36.0
4.3. FOBeHHUABHBIN M 33.0
5.0. Caaapom Illerpenaa M 35.0

5.1. IlepBuuaeiin ( 6oaezas Illerpena)

5.2. Bropuuabsiii ( B COYE€TAHHH C APYTHMH PEBMATHYECKHMH 33a00A€BAHHAAMH )
6.0. IlepexpecTHEI (Ooverlap’s) cuEApPpOMSBI

6.1. CvmermrammHaHOEe 3a00A€BAHHE COEAMHHUTEABRHON TKaam M 35.1

7.0. PernmABHUPYIOIIHAN IIOAUXOHAPHT




Cumntombl ABCT

B passutun [OBCT, HecMOTps Ha MHOroobpasme nx KNMHUKo-mopdonornyecknx hopm, NpPocnexmBarTca odLime YepTbl.
» Bo-nepBblX, BCe BOMNe3Hn U3 gaHHOW rpynrnbl UMEKT BOSTHOOBpasHoe 1 ANuTernbHOe TeYeHue.

« Cragumn oboCTpeHnn Bcerga CMEHSIKOTCS NEPUOLOM PEMUCCUMN.

MaTonornyeckne N3aMeHeHNs1 HEYKITIOHHO MPOrpecCcupytoT.

Y 60nbHbIX BO3HUKAIOT:

. (O3HOObI, NPOMYy3HbIE NOTbI);

*  CUMNTOMbI anneprum (MMeHHO NO3TOMY Ha YOTO KOSareHO30B M300paxxatoT NauneHToB C 4epMaToNoOrM4ecKon Chinblo);
*  MbILEYHO-CYCTaBHON CUHAPOM (MUO3UTbI, NONNAPTPUTHI, , CAIHOBUTDI);

* MOpaxeHue CrnmancTbix 06omnoyek (neTtexmm, aputTeMaTo3Has Cbifb, adTO3HbIN , MOAKOXHbIE Y3EeriKN);

* NPU3HaKN cepaeydHbix 3aboneBaHnm ( : : : : :
« [OBCT c nopaxxeHnem nerkmx npuBoanT K : :
* [loveyHbln CMHOPOM NpY oNUCbiIBaeMOM 3aborieBaHNN XapakTepusyeTcs amvmow:lo30M NoYeK, MPOTEUHYPUEN, remaTypuen, XpoOHN4ECKON

« Takke OBCT MoryT npoBoLMpOBaTh HApYLLEHNS PaboThbl OPraHOB Xenyao4YHO-KULLIEYHOro TpaKkTa, B pedynbraTe Yero BO3HMKatoT:
* BHYTPEHHWE KPOBOTEYEHWS;

e Qucnencus;

* MNpPUCTYNbl abaoMuHanbHbIX 6onen;

. n np.

YXxyaweHue cocTosHUSA 60NbHOro U 060CcTpeHne CUMNTOMaTUKM MOryT oGycrnaBnuBaThb:
UH(EKLUMOHHBbIe Oore3Hu,
obLlee nepeoxnaxaeHne opraHM3ma,
nony4YeHHble TPaBMbl,
rMnepuHCONsALUS.


https://docdoc.ru/doctor/simptomy/likhoradka
https://illness.docdoc.ru/mialgija
https://docdoc.ru/doctor/simptomy/obshhaya-slabost
https://illness.docdoc.ru/stomatit
https://illness.docdoc.ru/perikardit
https://illness.docdoc.ru/miokardit
https://illness.docdoc.ru/kardioskleroz
https://illness.docdoc.ru/ishemicheskaiia_bolezn_serdtsa
https://illness.docdoc.ru/arterialnaja_gipertonija
https://illness.docdoc.ru/stenokardiia
https://illness.docdoc.ru/plevrit
https://illness.docdoc.ru/pnevmonia
https://illness.docdoc.ru/pnevmoskleroz
https://illness.docdoc.ru/pochechnaya_nedostatochnost
https://illness.docdoc.ru/appenditsit
https://illness.docdoc.ru/kholetsistit

NunarHoctuka OABCT

NMpu o6cnepgoBaHuM NaumeHTa Bpad oopallaeT BHUMaHUE Ha Knaccuveckue KIIMHMKO-nabopaTopHbie NpU3Haku BocnaneHus
* - OnpeaeneHue B aHanmse KpoBu Hecneumndumniecknx mapkepos BocnaneHns (C-peakTuUBHbIN BGENOK, BbICOKMIA pnbpUHOreH, a2-rnobynuH,
COJ3, cepomykoung n ap.).

+ BaxHoe AnarHocTu4YecKkoe 3Ha4YeHMe NMeeT BbiSIBJIEHMEe NMMYHOJTOMMYeCKMX MapKepoB:
o AHTUTES K AAEPHBLIM aHTUIEeHaMm;

e PEBMATOMAHOIO U aHTUHYKNEeapHOro hakTopoB.;

« YPOBHS1 KOMMJIEMEHTA;

e aHTUTEn K AByX- U ogHocnupansHon OHK.

7 k3 (t)YHKLIMOHaﬂbeIX MeToA4O0B BO BpemMs obcnenoBaHuA MOryT ucnosib3oBaTbCA.

. N KocTen (oBHapyXnMBaeTcs CyKeHMe NPOCBETOB CYCTaBHbIX Lienen, octeonopos). lNpwu
ANarHoOCTUPYeTCs aceNTUYECKUIN HEKPO3 CYCTaBHbIX MOBEPXHOCTEN, NPU PEBMATONOHOM apTpUTE — UX y3ypauus.
. , , NeBpanbHON NOSOCTMW.

Buoncum noykn, cMHoBManbHOM 0BOMNOYKM CYCTaBOB, KOXWN, MbILLEYHOW TKaHW,

" AOuddepeHumansHon auarHoctukon ABCT 3aHnmaeTcs - .

NB!!!l 3anogo3puTb Noa cuny KaXxaom Bpavy nepBUYHOro 3BeHa


https://diagnostica.docdoc.ru/rentgen/rentgen-sustavov/
https://illness.docdoc.ru/krasnaya_volchanka
https://diagnostica.docdoc.ru/uzi/uzi-pochek/
https://diagnostica.docdoc.ru/uzi/uzi-brushnoi-polosti/
https://diagnostica.docdoc.ru/mrt/
https://diagnostica.docdoc.ru/komputernaya-tomografiya/
https://diagnostica.docdoc.ru/ehokardiografiya/
https://docdoc.ru/doctor/illness/kollagenozy
https://docdoc.ru/doctor/revmatolog

OU®OEPEHUMUANBbHbIA OUATHO3 CMELUAHHOIO 3AEOJIEBAHUA COEQEHUTENIbHOWN TKAHU

(Mo G.Syarp 1981r)

ITpu3Haku C3CT CKB CC/ IIM PA
CunapoM PeitHo ++++ + ++++ + +
OTEK KUCTEN PYK +++ Penko +++ PEIIKO +
Mwuosur +++ Penko + ++++ Penko
[Monuaprpur ++++ +++ + + ++++
CHUKEeHUE MEPUCTAIBTUKY MHUIIEBOA +++ + +++ + +
ITopakeHune JIErKnux +++ + ++ + +
JlumdbaneHonaTus ++ ++ Penxo Penxo ++
JlenkoneHus ++ +++ Penko Penko Penko
Ceposur ++ +++ + Penxo +
BrIpakeHHBIC TTOPAKECHUSI TIOUYEK + +++ ++ Penko +
Cepozubie npopaxkenust [{THC + +++ Penxo Penxo Penko
Jluddy3HbIN CKIEpO3 KOXKHU + Penko ++++ + 0
I'unepraMmmaraoOyImHeMus ++++ +++ + + +
Beicokuu tutp anturen k PHII ++++ + Penko 0 +
Antutena y HatuHou JTHK + ++++ + Penko +
AHTHTENIA K SIACPHOMY aHTUTEHY Penko +++ 0 + +
LE-kneTku + +++ + Penxo Penxo
['unokomMIieMEHTEMUS + +++ + Penko +




lModo3peHue ABCT
KnnHuueckune JlTabopaTopHble
< NPU3HAKU NPU3HaKu

JinxopapakKa BocnanuntenbHasn
Ko»KHbIX cMHApOM p;laaku,uﬂ

CyctaBHOM CUHAPOM CO>3,CPB,
deHomeH PenHO LluToneHun

Cepo3urbl (nevkoneHunsa, aHemumas...)
NInmdbapgeHonaTus * [potenHypwums,
Mwuonatum 3PUTPOLUTYPUSA




Kyda Hanpaseumb nayueHma Kk peemamodsio2y?

[BY « KOKb», KOHCYyNnbTaTUBHAA NONUKAUHUKA

[BY «KypraHcKaa nonmMKnnHmKa No2»

[BY «KypraHckaa nonuknmHmka Ne1»

B HanpaBaeHUU YKa3aTb pe3ynbraTtbl NpoBegeHHoro obcneposaHua!l!!




daKkTopbl, BnusawLwmne Ha pa3sutme CKB, Bknro4valoT B ceba HacneaACTBEHHYHO
npeapacnonoXeHHOCTb, TPUITEePbl OKPYXalLlen cpeabl U HapyLleHue
UMMYHHOM perynauun?!

TpurrepHble GaKkTopbl BKAOYAOT!:
» Co/iHeYHoe nsnyyeHue/YP-nusnyyeHume

* NHdeKummn * B pa3sutum CKB 60nbLUytO poSb
* KypeHue UrpaeT reHeTUYEeCKUmn
vP dakTopbl P .
opr)Kal,oLueﬁ KOMMOHEHT
cpeAabl * [loBblWweHHasA

npeapacnosioXKeHHOCTb K Pa3BUTUIO
CKB cBAA3aHa C HECKO/IbKMMU

* HapyleHna UMMYHHOW peryasunum moryT 5
reHammn24

NnPUBOAUTb K Pa3BUTUIO BOCMANEHNA U v

ayTOMMMYHHbIX peakumint CKB ¢ VIOWHbIM nNpeapacno/iaratowimm
Hakannusatowmeca aytoaHTUTENA Hap TR (I)aKTOpOM ABNAETCA KEHCKMMN non>°
MOTYT HENOCPEACTBEHHO NOBPEXAATb NN pen)/,nﬂuuu FeHeTn4Yeckune n CyLLI,eCTBy}OT pa3nnyunAa cteneHn
AKTUBUPOBATb KNETKN, UHNLUNPOBATb MMMyHHOﬁ ropMmoHalibHbl€e TSECTU M KIMHUYECKNX I'IpOFlBJ'IEHMﬁ

Y aKTopbl
Kackaj peakLn komnaemeHrTa uan CUCTEMBDI b P 3aboneBaHMA B 3aBUCMMOCTM OT
dKTUBUPOBATb peLENTOPbl BPOXKAEHHOTO “ o
PacoBOM U STHUYECKOM

MMMYHHOrO OTBEeTa, NpMBoAA K o
BOCManeHunto? NPUHaA/eXXHOCTU "

CKB — cuctemHasi kpacHasi BonyaHka; Y® = ynstpadmoner.
1. Parks CG, et al. Best Prac Res Clin Rheumatol. 2017;31(3):306-320. 2. Liu Z, Davidson A. Nat Med. 2012;18(6):871-882. 3. Bentham J, et al. Nat Genet. 2015;47(12):1457-1464. 4. Hom G, et al. N Engl J Med. 2008;358(9):900-909.
5. Kaul A, et al. Nat Rev Dis Primers. 2016;2:16039. 6. Barbhaiya M, Costenbader KH. Curr Opin Rheumatol. 2016;28(5):497-505. 7. Pons-Estel GJ, et al. Semin Arthritis Rheum. 2010;39(4):257-268. 8. Alarcén GS, et al. Lupus.

2002;11(2):95-101. 9. Carter EE, et al. Nat Rev Rheumatol. 2016;12(10):605-620.




3aboneBaemocTb U cmepTHOCTbL Npu CKB B
3aBUCUMOCTM OT norsa, Bo3pacrta

PUck cmepTtu oT N106bIX NpUUMH y NnaumeHToB ¢ CKB B cpaBHeHUM ¢
KOHTPONEM B KaXKa0ii BO3pacTHoM rpynne®

3I‘IM,£I,€MMOJ'IOI’VIFI: MonHoCTbIO CKOppeKTUpoBaHHoe OP (95 % AIN)
3abonesaemoctb CKB Konebnetca ot 4 go 250

cnydaes Ha 100000 HaceneHwmaA.

Mk 3aboneBaemocTn npmuxoamTca Ha 15-25

Nner. 4,87
eHuwmuHb! ctpagatot B 8-10 pas vawe (1,93; 12,32)
MYXYNH.
CmepTHOCTb npun CKB B 3 pa3a Bbille, Yem B
1,80
rnronynAunm : ’
(1,83; 3,64) [ 1,07
18-39 40-59 60-79 >80

Bo3pacT (roabl)

30CHOBaHO Ha OLIeHKax MeTaaHan3a AaHHbIx LleHTpoB no KOHTPoto 1M npoduakTMKe 3aboneBaHnin M3 HauMoHabHbIX PErMCTPOB NaLMEHTOB C BOYAHKON, M3 peecTpa WTaTa [AKopaxna no BoNYaHKeE, No
[aHHbIM MUUYMraHCKOM NPorpammbl 3MMAEMUONIOTUI U 3MMAHAA30Pa 38 BONYAHKOM, KaMpOPHUIMCKOM Nporpammbl anuaHaA30pa 3a BOAYaHKOW U MHAMKCKOM ciybbl 3apaBooxpaHeHnal.

bNlaHHble NONYAALMOHHOTO KOTOPTHOTO UCCAEA0BAHMA U3 AHIIMK, 6a3bl AaHHbIX MO UCCAEN0BAHUAM B KAMHUYECKOM npakTuke (CPRD), CTaTUCTUKM 3MM30408 B 60AbHULAX 1 HALMOHAIbHOTO peecTpa
CBMAETENLCTB 0 cmepTu (¢ 1987 no 2012 rr.)4.

O — noseputenbHbii MHTepBan; OP — oTHOWeHWe puckos; CKB — cucTemHasa KpacHaa BOMYaHKa.

1. Izmirly PM, et al. Arthritis Rheumatol. 2021. doi:10.1002/art.41632. 2. Drenkard C, Simm SS. Curr Opin Rheumatol. 2019;31:689-696. 3. Arnaud L, Tektonidou MG. Rheumatology (Oxford).
2020;59(suppl5):v29-v38. 4. Bultink IEM, et al. Rheumatology (Oxford). 2021;60(1):207-216.



MMmmyHONnaToreHe3 CUCTEMHON KpaCHOU Bon4YaHku, pons APH tnna |

BPOXAEHHbIA UMMYHUTET ——— MEPEKPECT ——> MNPUOBPETEHHbIA UMMYHUTET

Myn
K/NI€TOYHbIX U
P MnasmouutongHblie OK AHTUreHnpeseHTUpyoLwas
AAEPHbIX o

3 aHTMreHos X Ss
x g: E = . "
o s == CD80/86 .
- & Q § n)
S S . ] SE NHo i i cD28

Bupycbl ) 2w

() -
x 3 Hekpos C 25 Tvna | @ =0
u ':‘“ 2 I x MH¢ I ° o : I VAR
s 2 | o9 LR 3 s TMna sar | s T-kneTka

| @ > | Pe 2= x
L X Vo- - w 3 g0
W > ° S T o E Il AyToaHTuTena dopmupoBaHue
;[ = uanyyeHue Anonrtos/ A\ : £ E‘ § /o TCR —>  VIMMYHHbIX
o 3 HeTo3 i L 2 'C_) & KOMMNJ/1eKcoB
o 9 S L BAFF BAFFR MHC-II
2 3 o > 4 A - 3%
- S — . P
e ‘et > ‘t e o WUI-12/UN-23 ™ P CeA3bIBaHNE UMMYHHbIX
r(” : o o o - KOMMJieKCoOB KOMMNOHEHTaMU
Muenouabie OK o o PHO-a AyTOaHTUreHbI CUCTEMbl KOMMIIeMeHTa
B-kneTka l
. o OcaxpeHue
—_— ‘. chopmwpoaal-me NET A
R 0 < UMMYHHDbIX
Apyrue Knetkmn JlononHutenbHble KOMMJIEKCOB -
BpO)KAEHHOﬁ nposocnasinte/ibHblie
MMMYHHOMW CUCTEMDbI SIOKUHbI Heiirpodun
BAFF (B-cell activating factor) — dakTop aktusaumu B-knetok; BAFFR (BAFF receptor) — BAFF peuentop; CD (cluster of differentiation) — knactep anddepeHumposku; K — aeHapuTHan knetka; UH® — untepdepoH; U - untepneikud; MHC-1I (major histocompatibility complex Il) — rnasHbI KoMnaekc
ructocoBmectumoctu knacca ll; NET (neutrophil extracellular trap) — HelTpoduabHbie BHeKkneTouHble noBywku; TCR (T cell receptor) — peuentop T-knetok; ®HO -a — dakTop HeKkposa onyxonu anvda; YO - ynstpaduoner

13

1. Kim J-M et al. Int J Mol Sci. 2015;16(6):14158-14170. 2. Rénnblom L, Elkon KB. Nat Rev Rheumatol. 2010;6(6):339-347. 3. Wahren-Herlenius M, Dérner T. Lancet. 2013;382(9894):819-831. 4. Dennis GJ. Clin Pharmacol Ther. 2012;91(1):143-149. 5. Rénnblom L. Upsala J Med Sci. 2011;116(4):227-237.



AktuBauna MOH | tnna n akcnpeccua NOH-akTnenpyembix
reHoB'?

MOH | Tuna
IFNAR1

IFNAR2

UDH | Tvna? Liutonnasma

NOH-a

stam1|
NPH-B STAT1 l “Fa STAT2 [—'“’

NPH-¢
Anpo l I

NdH-K b e

I_> )
NPl YWOLY Wogpe

\

GAS — anemeHT [IHK, aktneupyemsbiit UOH-ramma; UGH — nHutepdepoH; IFNAR — nHtepdepoH-a/B peuentop; IRF — nHtepdepoHoBbIit perynatopHbiii dpaktop; ISRE — nHTepdepoH-
14 CTUMY/IMPOBAHHbIN 3nemeHT oTBeTa; JAK — aHyc-kuHasza; @ — docdaTt; STAT — nepenatumk curHana U aktmeaTop TpaHckpunumm; TYK — TUpO3MHKMHA3a.

1. lvashkiv LB, Donlin LT. Nat Rev Immunol. 2014;14(1):36-49. 2. Ronnblom L, Leonard D. Lupus Sci Med. 2019;6 (1):e000270.



NMpu CKB reHeTU4YeCcKne, ropMOHanbHble TpUrrepbl U PakTopbl BHELWHEU cpeabl
BbI3bIBalOT pa3pyLUeHNe KNeToK N BbICBOOOXAEHUE AAEePHbIX aHTUreHoB!®

g

e [ 4
e SpepHble alr
g 'R

leHeTHnYecKue,
ropMOHaJibHble
TpUrrepbl

dakTopbl BHelwHel cpeapl®
"UHconauma
- OPBUA
- Mpuem KOK

A<=

N®H - nitepdepon; pDC- nIK — nnasmouutongHasa aeHaputHas knetka; CKB — cuctemHas kpacHas Bonvarka, OPBU- ocTpas pecnupatopHas BupycHas nHdekums, KOK-kombuHmpoBaHHble oparnbHble koHTpauenTtusbl. T-Cell- T-numdount, B-Cell-B
numdoumT, apoptopic-cell- anonToTuyeckasn knetka,,neutrophil-Hentpodun, monocyte-MmoHoLMT
M3 nuyHoro apxuBa asTopa Hocoeoli E.T., KypraHckaa o6i1acTHaa KAnHudeckaa 6onbHULa,r. Kypran, 2023r
1. Kim JM, et al. Int J Mol Sci. 2015;16(6):14158-14170. 2. Rénnblom L, Elkon KB. Nat Rev Rheumatol. 2010;6(6):339-347. 3. Wahren-Herlenius M, Dorner T. Lancet. 2013;382(9894):819-831. 4. Dennis GJ. Clin Pharmacol Ther. 2012;91:143-149. 5. Rénnblom
L. Upsala J Med Sci. 2011;116:227-237. 6. Ronnblom L, Leonard D. Lupus Sci Med. 2019:;6(1):e000270. 7. Morawski PA, Bolland S. Trends Immunol. 2017;38(5):373-382.



AHTUreHol ctumynupyrot nK Ha NOCTOsIHHYIO BbIPaboOTKy UHTepdepoHa TMna |, Yto
NPUBOAUT K BbipaboTke B-kneTkamm ayToaHTUTEN U NOBPEXAEHUIO TKAHEN NPMU

leHeTu4eckue, uts i g CucTeMHOe BocnaneHue,
ropMoHarsnbHble noBpeXaeHne TKaHeit U Hayano
TpUrrepsb! u v X KIMUHUYECKUX NPOSIBMEHWNIA

cdakTopbI y : CKB146
BHelWlHen cpeabl®

KomnnnemMeHTapHO 3aBucumas
peakuma ¢ doopMupoBaHuem
MMMYHHbIX KOMMJIEKCOB KOTOpble
noBpexaaroT TKaHu3*6
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BocnaneHuve u
noBpexaeHue
TKaHen
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N®H - untepdepoH; pDC- nIK — nnasmouutongHas aeHaputHas knetka; CKB — cucteMHas kpacHas BonyaHka . T-Cell- T-numdoumt, B-Cell-B numdouut, apoptopic-cell- anontotnyeckas knetka,,neutrophil-Hentpodun,
M3 nnyHoro apxmuea aBTopa Hocosoli E.I., KypraHckas ob6a1acTtHas KnmHuyeckas 6onbHuua,r. KypraH, 2023r
1. Kim JM, et al. Int J Mol Sci. 2015;16(6):14158-14170. 2. Ronnblom L, L, Elkon KB. Nat Rev Rheumatol. 2010;6(6):339-347. 3. Wahren-Herlenius M, Dorner T. Lancet. 2013;382(9894):819-831.
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Mpogomxaroweecs HaKoNfIeHNe UMMYHHbIX KOMMJIEKCOB CMOCOOCTBYET YCUITEHUIO
BOCManeHus U ewe 6onblieMy NOBpeXaeHU TKaHen!3
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BAFF (B cell activating factor) — cpaktop aktmBauun B-numdouutos; N®H - uHtepdepoH; U - untepneriknd; maK — mmenovaHas geHaputHas knetka; nOK — nnasamauutongHasn geHaputHas knetka; PHOa — cpaktop Hekposa onyxonu anbdaT-Cell- T-numdouut, B-
Cell-B numdouuT, apoptopic-cell- anontoTnyeckas knetka,,neutrophil-HeTpocun, monocyte-moHounT
M3 nnyHoro apxmea aBTopa Hocosoi E.T., KypraHckas obiacTHasa KnMHuyeckas 6onbHMUa,T. Kypran, 2023r
.1. Kim JM, et al. Int J Mol Sci. 2015;16(6):14158-14170. 2. Rénnblom L, Elkon KB. Nat Rev Rheumatol. 2010;6(6):339-347. 3. Wahren-Herlenius M, Dorner T. Lancet. 2013;382(9894):819-831.
4. Dennis GJ. Clin Pharmacol Ther. 2012;91:143-149. 5. Ronnblom L. Upsala J Med Sci. 2011;116:227-237. 6. Ronnblom L, Leonard D. Lupus Sci Med. 2019;6(1):e000270.



JuacHocmuka cucmeMHOU KpaCcHOU 80J1YaHKU

) JlabopatopHan
>

M3 nnyHoro apxusa aBTopa Hocosoit E.I'., KypraHckas obnacTHas KnmMHudeckaa 6onbHuua,r. KypraH, 2023r




AHMUHyKneapHbie aHmumena npu 4b6CT

AHOD
AHTUHYKNeapHbI paKTop
(PHUD)

ANA

aHTUHYKNEeapHble aHTUTeNa
(MDA, UB)

ABCT - dugpghy3Hvble 60.1e3HU coeduHumMeAbHol mkaHu; PHU® - peakyusa HenpamMoll umMMyHog.1l00pecyeHyuu

H®PA - ummyHoghepmenmHbIil aHAAU3

HB - uMMyHO06/10MmUH2

H3 1uuHo20 apxuea aemopa - Hocosoii E.I',, Kypranckas o6s1acTHas KIMHUYecKast 6osbHULA,T. Kypras, 20231
H3o6panxceHue u3 1u4Ho20 apxuea aemopa - Hocosoii E.I',, Kypranckas o6s1acTHas KJIMHWYecKas 6osbHULA,T. Kypran, 2023r



[eTeporeHHoCTb opraHHbIX nopaxeHuun npu CKB!

OMNOPHO-ABUIATENbHbIA ANMAPAT - 85%
KOHCTUTYLUOHAJIbHBIE CUMIMTOMbBI U JINXOPALKA - 70%
KOXA U CITU3UCTBIE OBOJIOYKMU -

NMOPAXEHUE XENYOOYHO-KULWLWEYHOIO TPAKTA -
CUCTEMA KPOBETBOPEHUA -

HEPBHAA CUCTEMA -

NIEBPUT -

NMOPAXXEHUE NOYEK -

NEPUKAPOUT -
Y CKB — cuctemHas kpacHas Bon4aHka
CM HHPOM PEM HO - B npoueHTax ykazaHa 4acToTa BCTPE4YaeMOCTV TeX UIMN MHbIX OPraHHbIX NMOPaXKeHU
1.

ApanTtupoBaHo no matepuanam: Kaul, A., Gordon, C., Crow, M. et al. Systemic lupus erythematosus. Nat Rev Dis Primers 2, 16039 (@

(Bcsa nHdopmauust Ha npeacTaBeHHOM crnanie OTHOCUTCS K JaHHOMY UCTO
2. N3obpaxeHune 13 NMYHOro apxmBa aBTopa Hocosoii E.I., KypraHckas obnacTHas knnHuyeckas 6onbHuua,r. Kyprau, 20231



[MTodo3peHue Ha cuCMeMHYIO KPpacHYr 80J14aHKY

KnnHunyeckue
NPU3HAKKU

KoXXHbih cMHApOM

CyctaBHOM CMHAPOM
deHomeH PeitHO
Cepo3utbl
NvnmpageHonaTusa

onbHUUa,r. KypraH, 2023r

JlabopaTopHble
NPU3HaKn

LutoneHun
(nenkoneHun)
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apuUTpoLUTYpPUA




AnarHoctuueckue kpurepum CKB
~ Cucrem HApombl | Kpw , | L S
1. MneepuT (nneBpuTHyeckas 6onb, Wym TPEHUS NNEBpPbI 1. Cepoaut (nnespuT B TeyeHne Gonee ogHOTO AHA, NNEBPANbHbIH BHNOT
CeppeyHo-cocyaucras/ | unu nnespanbHbii Boinot) nubo nepukapaut (SKM-npuanaku; | mnu wym TpeHns nnespsl; nepukaparansias 6one 6onee opHoro axs,
AbIXATENbHAS CUCTEMBI WYM TPEHUA NePUKAPAA MAU NEPUKAPAHANbHBIN NepMKApAMAnbHbIM BEINOT, WM TPEHUA NEPUKAPAA MW NEPHKAPAUT
geinot Ha IxoKT) Ha 3xoKT)
. 2. l[emonuTHYecKas aHemus
2. [emonntnueckas anemmus unu nerkonenuns (<4000 knetok S 3
[emaTronoruyeckne 3 3 3. Jlerikonenns (<4000 knetok Ha mm®) 6onee 1 paza
Ha mm’), numdonenus (<1500 kneTok Ha mm®) 3
CUHAPOMBI 3 unu numdonenua (<1000 knetok Ha mm®) 6onee 1 pasa
unu tpomboumtonenms (<100 Teic. knetok 3a mm®) 3
4. Tpombouutonenus (<100 teic. kneTok Ha mm?)
2 5. MonoxwutensHbin peaynstatr ANA
U S 3. MonoxurensHbii pesynstatr ANA :
MMY HONOTHYECKMM ) 3 6. Moeviwenusie anti-dsJHK, autn-Sm unu autudoconunuanbie anturena,
4. MoswbiwenHsie anti-dsJHK, anti-Sm fa 5
CUHAPOM HU3KuM ypoBeHb komnnementa (C3, C4, CH 50) unu nonoxurenbHbii
unu anTdocdonMnuAHbIe AHTUTENT 5 %
npamom Tect Kymbca (npu oTCy TCTBMM reMONIMTHYECKOH QHEMMK)
5. OuckompHasa Bonyakka 7. OcTpas Mn1 NopocTpas KOXHAs BONYAHKA
Koxa / cnuaunctbie 6. 138bl B NONOCTM pTa MAK HOCA 8. XpoHuyeckas KOXHas BONYAHKA
obonoyku 7. DotoceHcubunuauma 9. Anoneums
8. putema Ha nuue 10. H38bI B NONOCTH pTA MAM HOCA
> 11. CunoeuT c BOBNEeYeHUem ABy x UK Gonee cyctaos nMbo GonesHeHHOCTb
CkeneTHo-mblleyHas 9. Heapo3uBHbIM apTPUT C BOBNEYEHHEM ABY X s
B ABYX MnK1 Bonee CycTaBax U yTPEHHAS CKOBAHHOCTb NO KPaHHe! mepe
cucTema unu Gonee cycrasos
30 MuHyT
12. Cynoporu, ncuxo3s, MOHOHEBPHT, MMENHUT, Nnepudepuyeckas HenponaTus
HepsHas cuctema 10. Cypoporu unu ncuxos YROPOTH, d PHT, nephgep P
MNK HEHPONATHA YepPEnHbIX HEPBOB
11. Cro#kas noveuxas npotenHypusa >0,5 r/cyT unu >3+
Moyku P YP jS 1/ey ' 13. CytouHas npotenHypua >500 mr Mnu a3pUTpOLMTAPHbIE UMNMHAPDI
MNK KNEeTOYHBIE LLUNHHAPSI
Mpumeyanns: | Ins anarnoctukm Heobxognmo Hanume Kak Mukumym detsipex u3 |1 kpurepues ACR; 2 gns anarnoctiim Heobxogumo Hanmune no kpaiHen mepe yersipex 3 13 kpurepues SLICC,
BK/TIOYAS KOKMHHUMYM OOQHH KIHHHYECKMH U oauH "MMYHOHOI'H‘JQCKH’;, HIH NAUHEHT QONIXeH MMeTb no,qrsepxnenﬂuﬁ 6HOﬂCHQﬁ BOMYAH OYH BIM HO¢P"T.

3KI — anekTpokapavorpamma, 3xoKl - >3xokapauorpamma, ANA - aHTuUHyK(eapHbiii akTop, anti-dsDNA — ayToaHTuTena K AByxuemnoyeuyHoit LYR? Anti-Sm — ayToaHTuTena Cmuta, C3/CU/CH50 - Buppl komnnemeHTa, SLISS - wuHaekc nospempeHus, ACR — amepuKaHcKoe o06WeCTBO PeBMATONOROB;
CKB-cucTemMHas KpacHas BoSYaHKa

CKB B nMpakTUKe ceMeliHbX Bpauyeii: OTBeTh Ha 4YacTo 3afasaembie Bompochl. AsTopbl: W.H. FonoBay, A. mef.H., npodeccop, KnuHuuyeckas 6onbHuuax®eodaHus» [ocyAapcTBEHHOro ynpaeneuus penamu, r. Kues; E.[l. EryauHa, A. Mef.H., npogdeccop, [HenponeTpoBcKas MefuUMHCKas akapemus M3
Venaude 22 07 2019 - N2 nuuHOro anxmra arTona Hocorott F T Kynradekag oBNnacTHAg KAHuueckaa bonkHduiia r Kvnraw 20223r


http://health-ua.com/article/43426-sistemnaya-krasnaya-volchanka-vpraktike-semejnyh-vrachej-otvety-nachasto-za 20.03.2023

O6a3arenbHbiM Kputepuem aunarHoctukm CKB aBnsaetcs
BblAB/IEHNE Y MaUMEHTa KOraa-nnmbo B KU3HU aHTUALEPHDLIX
aHTUTen (aHTUHyKneapHoro ¢aktopa/AHD) B TMTpe > 1:80 Ha
HEp-2 KneTkax uam sKBMBANEHTHbIN MNOJOKUTE/IbHbIN TECT.

Mpwu HaAN4YUU AAHHOTO Kputepus MCNO/Nb3YOTCA
AONOJIHUTE/IbHbIE  KPUTEPUU,  KaXKAOMY U3  KOTOPbIX
NPUCBOEHbI 6anbl, A4NA YCTAaHOBKM AMArHO3a NaUMEHT AO/IKEH
HabpaTb Ha meHee 10 6annos.

JonoNHUTENbHBIE KPUTEPHH

He paccmarpuBanTe KpUTEpUM, eCcnU MX 0BHApYeHWe nydile 06LACHABTCA
npyrum 3aboneeaHnem, a He CKB

HocTaTo4yHo X0TA Obl OAHOKPATHOrO 0OHAPYMEHWA KPUTEPHEB

HNocTaTo4yHo X0TA Obl 0QHOM0 KNMHWYECKOND KPUTEPWA

Kputepun He o6A3aTENbLHO AO0MKHLI NPUCYTCTEBOBATL OAHOMOMEHTHO

B npenenax kaxaoro noMeHa B 06LKMA CHET BKNDYAEBTCA TONLKD KPWUTEPWA
C MAaKCMMAnNbLHLIM «BECOM>»

EULAR/ACR — EBponeiickas accoumaums peematonoros/ AMeprKkaHckoe obLiecTso pesmaTosioros; CKB — cuctemHas KpacHas BonyaHKa; Hep-2 —
nepesMBaemas NHUSA KAETOK anuTenns dyenoseka; C3, C4 — 6enkn KomniemeHTa. AHTUTENIa SM — aHTUTENA K SKCTParMpyeMomy AgepHOMY aHTUTeHY
CmuTa., AHK-1e30KcMpMBOHYKNEMHOBAA KMUCOTa

M3 nuyHoro apxmea aBTopa HocoBoli E.I., KypraHckaa obnactHas KnMHuyeckas 6onbHuua,r. KypraH, 2023r
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Haunbonee yacTo BcTpevyarwLmecs nposiBrieHNUs — co
CTOPOHbI KOXXU U KOCTHO-MbILLEYHON CUCTEMDI

KnuHnyeckue npossneHua CKB B AMarHocTMpoBaHHbIX
cny4asx (n = 1156; peectp CKB wrata [xxopaxus)®

100 -

POABNEHMNSA CO CTOPOHbI KOXKMU
N CAU3UCTbIX 06oNoYEK
HabntoaaTCca NPUBIN3NTENBHO Y
70-80 % naumeHTOB B X04€e
3abonesaHunal3

NauuneHTbl (%)
Y
o

Y 85-90 % naumeHToB c CKB %

B XoZ.e 3aboneBaHmA MoryT 0 -

)a3BUTbCA NPOAB/IEHUA CO s

:TOPOHbl KOCTHO-MbILLUEYHOMU 0@6

NCTEMBI* &oQé «
@ >

1 epoctato4HocTH; CKB = crcTemHan KpacHaa BOMYaHKa.

IOILast apTpONaTHs JKaKKY. BHIBHXH NepBAIX
[IACTHBIX CYCTAROB.

. 2. Uva Letal. Autoimmun Dis. 2012;2012:834291. 3. Koch K, Tikly M. Lupus. 2019;(8):1021-1026.
016;55(3):485-494. 5. Kaul A et al. Nat Rev Dis Primers. 2016;2:16039. 6. Lim SS et al. Arthritis Rheumatol. 2014;66(2):357-368.

]




CMMNTOMDbI CUCTEMHOM KPAaCHOM BOIYAHKU
KnnHuyeckas KapTWHA OT/IMYaeTca Yy pPasHbiX MNauMeHToB, a
Bblpa*KeHHOCTb 60/Ie3HN MEHAETCA CO BPEMEHEM.

O6wue npoaBneHuna — cnabocTb, NNXOpPaaKa, aHOPEKCUs
(oTcyTCcTBME anneTuUTa, pe3Koe CHUMKEHME Beca), BbiNageHne BonocC
KoxKHble npoaBnaeHua sctpedatorca 6onee yem y 90 % naumeHTos,
OMNMCAHO A0 28 BApPMAHTOB KOMKHbIX CAMATOMOB — OT KPaCHOro

NATHA A0 TAXENbIX NYy3bIPHbIX BbICbIMAHUMN. a

K cneunduyeckmm KoxHbiM nopaxkeHmnsam npu CKB oTHocAaT
KPACHYIO CbiMb NPENUMYLLECTBEHHO Ha LLIEKAaX, HOCY U NoAbopoaKe,
KoTopasa no ¢popme HanomuHaet 6abouky

CumnToMbl NOpaXkeHna camnsuctomm — 6e3b6one3HeHHble 3p03UnN U
XennuT (MoKpacHeHMe Karmbl ryd ¢ NNOTHbIMU CYXMMU KOPOUYKaMM)
BCTpeyatoTcsa y 1/3 60nbHbIX.

-

25 3/27/2025



https://probolezny.ru/ochagovaja-alopecija/
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Mopa)eHue CycTaBOB U CYXOXKUIUU — MPAKTUYECKM BCe
60/bHbIe CTPAAAOT MUTPUPYIOWMMN Bonamm
(BO3HMKAOLWMMM NOOYEpPEeaHO B Pa3HbIX YacTax Tena).
BHelwHMe npoaBaeHns He BCeraa COOTBETCTBYIOT CMe
60nu. K ocHOBHbIM NposasaeHnam CKB oTHocAT:
BOAYAHOYHDbIW APTPUT — CUMMETPUYHbBIN (peaKo
aCCUMMETPUYHbIN) HE3PO3UBHbLIN MOAUAPTPUT C
JIOKaNun3aumen B MeNKUX CycTaBax KUCTEN, Ny4e3anACTHbIX U
KOJIEHHbIX CycTaBax, Npu 3aboneBaHMN BO3MOKHbI
noAaBbIBUXWU. B oTanume ot ,
NaToNoOrMA He Nporpeccupyer.

XpOHUUYECKUN BONTYAHOUHDbIN apTPUT (CMHApPOM HKaKKy) —
Pa3BUTME CTONKUX aedopmaumii n orpaHnyeHue 6o0abto n
PybLOM NacCUBHbIX ABUXKEHUN B CYCTaBE, KOHEYHOCTb NPWU
3TOM HE MOXKeT ObITb MONHOCTbIO COrHYTa UM PA30OrHyTa;
3aboneBaHne HAaNOMMHAET PEBMATOUAHbIN apTPUT, O4HAKO
NPOABNAETCA HE KOCTHbIMW 3P03UAMMN, a MOPAXKEHNEM
CYXOXXUANN N CBA3OK.

AcenTUYecKUn HEKpPOo3 (omepTBEHME YYaCTKa OpraHa uam
TKaHW) Yalle naevyeBoin nnm 6eapeHHON KOCTH

3/27/2025
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MoparkeHne mMblll, — NaLuneHTbl BbICTPO YTOMAAKOTCA U YyBCTBYIOT C/1a60CTb B 061aCTU NPOKCUMANbHbIX (PAacro/IoKeHHbIX 6 eHTpy Tena)

oTAeNnoB KOHeY HOCTEN.

MoparkeHne NErknx — y HEKOTOPbIX 6O/IbHbIX BOCMansAeTcs cepo3Haa 060104Ka IETKMX ¢ 06pasoBaHMEM XKUAKOCTU (NneBpuUT
Mpwn 3TOM NaUMeHT CTpaaaeT oT 601 B rpyAHON KNeTKe Npu AbIXaHUU, OAbIWKON U Kawwnem. MoKeT BO3SHUKHYTb MHEBMOHUT =
BOCManeHue NEro4YHom TKaHu

MYHHOEe

MoparkeHue cepaLa — MOTYT BOCNaNATbCA KOPOHaPHbIE apTePUMN (KOPOHAPHbIN BAaCKY/INUT), MbillLUa cepaua (MMOKapAMT C HapyLLEHUAMU PUTMA),
cepAeyHble KnanaHbl (3HA0KapAUT), a TaK e nepuKkapa (ceposHas 060/104Ka, OKpYKaloLLLaa cepaue) npoBouupys cCUnbHble 601K B rpyau.

B nocnegHee Bpemsa YCTAHOB/IEHO, YTO naumneHTbl ¢ CKB MMEIoT BbICOKMIM PUCK PaAHHEro pa3BUTUA . Ero nposiBneHus, Takne Kak
CTeHoKapaus, ) M BHE3aMHas CMepTb, ABNAIOTCA BEAYLLMMU NPUYMHAMU CMEPTU Y BO/IbHbIX BOTHAHKOM.
MopaxkeHne nNOYEK — TMpPAKTUYECKU Yy BCEX MALMEHTOB pPa3BMBAETCA BONYAHOUYHbLIN Hedput. Mopdonornyeckme MU3IMeHeHUA B MOYKaX

BCTPEYAlTCA Yalle APYrMX KAMHUYECKMX NPOoABAEHMI. BocnasneHme B MOYKax NPUMBOAMT K TOMY, YTO HapyllaeTca BbiBegeHME U3 OpPraHu3ma
HEHYXHbIX NPOAYKTOB M TOKCUHOB. [MaLMEHT He 3aMevaeT, HACKONbKO CTPAZaloT MOYKK, TaK KaK Bblpa’KeHHOMW 60AM Npu 3TOM HET, HO MOMKeT
06paTUTb BHMMAHME HA OTEYHOCTb HUMKHUX KOHEYHOCTEM UKW MPUNYXIOCTb BOKPYr rnas. O TOM, HAaCKONbKO CM/IbHO MOPa*KeHbl MOYKU, MOXKHO
CYAMTb MO BbICOKOMY YPOBHIO apTepMasibHOro AaBNEHUA, pe3y/ibTaTaM aHanM3a MOUYM U YMEHbLLUEHUIO €€ KONMYEeCTBa

MopaeHns HepBHOM CUCTEMbI OYeHb Pa3HOOOpPa3Hbl M BKAKOYAIOT LUMPOKUMA CNEKTP HEBPOJIOTMYECKMX M MCUXMYECKMX CMMMATOMOB: OT
MUTpeHenoaobHbIX TON0BHbIX 60nei, CyAOPOMHbIX MNPUNALKOB, XOPeW, MNOpPaXKeHMA YepernHO-MO3roBbiX HEPBOB (4Yalwe 3puTesbHbIX),
nonnHerponatum go OHMK (ocTporo HapyLweHMAa MO3roBOro KpoBoobOpaLLLEHWNA) U OPraHMYECKOro NopaXKeHMa LLeHTPaIbHOM HEPBHOM CUCTEMBI,
NPUBOAALLMM K Ncuxo3am U cnaboymuio. MoryT 6bITb €4MHCTBEHHbIM NpPOABAEeHMEM 60/e3HWU, HanNpUMep 3NUAenTUYEecKkue npunagkn —
NpPosiBNEHME NePBUYHOIO XPOHNUYECKOIO TEeYEHMUS.

KpoBeHocHble cocyabl — ana CKB xapaktepHO BocnaneHue cocyaoB (BacKy/inUTbl) € A3BaMKM Ha KOXe WAW Kanuanaputamu (nokKpacHeHue
KOHYMKOB NanbLEeB, 1agoHen n cton) — cuHapom PeliHo
Knaccuueckasa gunarHoctmyeckas tpmaga npm CKB — , , MOINCEPO3MUT.

MonnuceposnT — 3To NoparkeHne ceposHbix 060104eK, KOTOPOE BbiABAAETCA MPUMepHO Y 90 % naumeHToB. OCOBEeHHO YacTo BO3HMKAIOT NOPaXKEeHMA NNEBpPbI U
nepuKapaa, pexke — BPIOLWMHBI, Yallle B BUAE CYXOro UM BbINMOTHOTO CEpO3MTa.
BbA1OTbl (CKONAEHMA XMUAKOCTH) OBbINHO HEBENUKM. 3/27/2025
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Knaccudumkauma CKB

I. Mo xapaKtepy TeueHUA, HaYany 6one3Hn U ganbHeuweMmy NPOrpPeccCupoBaHUIO:

OcTpoe TeuyeHme 60oNe3HM XxapaKTepusyeTca ObICTPbIM pPa3BUTUEM OT 3 A0 6 MecALLeB NONMOPraHHOTO NOParKeHUs C
BOBJIEYEHMEM }KU3HEHHO BaXHbIX OpraHoB 1 cuctem (noyek u LLHC) 1 BbICOKOM MMMYHONIOIMYECKOM aKTUBHOCTbIO.

MogocTpoe TeyeHne NpoTeKaeT BOHOOOPA3HO, C NepnoanYeckMmm oboCcTpeHnAMM N pa3BUTUEM MOJNOPTraHHON
CMMNTOMATUKU B TeyeHue 2-3 neT. B aebtoTe BO3HMKAOT KOHCTUTYLMOHA/IbHblE CUMNTOMbI, Hecneuudpumyeckoe
NOpPa*KeHME KOXKM U CYCTaBOB.

[Mpn NePBUYHO-XPOHUYECKOM TEYEHUU ANNTENIbHO NPEBAINPYET OAHO UKW HECKO/IbKO NpoABaeHun (auckonaHoe
NOpa*KeHne KOXKKU, apTpMUT, remaTosiormyeckme HapyweHusa, peHomeH PenHo, annnentndopmHble Npunaakm, CUHAPOM
LLlerpeHa). MHoOXecTBEHHble OpraHHble NopaXkeHna NoaABnATCA K 5-10-my roay 6o0n1e3Hu.

Il. Mo cTeneHn aKTUBHOCTU: B COOTBETCTBUU C BblPaXKEHHOCTbIO KIMHUYECKMX CUMNTOMOB 1 YPOBHEM /1abopaTOpHbIX
NoKasaTteneu:

O4YeHb BblCOKasa akTuBHOCTb — |V (SLEDAI 20 6ann08 1 Bbille);

BbiCOKaA aktuBHoOCTb — |l (SLEDAI 11-19 6annos);

ymepeHHada akTuBHocTb — || (SLEDAI 6-10 6annos);

MUHMMaNbHasa akTuBHocTb — | (SLEDAI 1-5 6annos);

oTcyTcTBME aKTUBHOCTU — 0 6annos SLEDAI.
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ANarHocTnka CUCTEMHOM KPAaCHOM BONTYAHKMU
MNMpu nopo3peHun Ha CKB Bpay yTouHAerT:
KaK NaLNeHT NepeHOoCUT BO3AENCTBUE COMHEYHbIX /IyYen;
6onenn nu paHee cycTaBbl;
BbIABNA/INCD 1M OTKIOHEHMA B aHA/IM3e MOYM M 0OLLEM aHA/IN3Ee KPOBMU;
BbIMNagatoT M BOIOCHI;
CNYYaNUCb /N 3NN304bl NOTEPU CO3HAHUS;
6bl1 N1 6epeMeHHOCTM U BbIKUAbILIN.

nabopaTtopHble uccneaoBaHUA.: CHUXKEH YPOBEHb remoriobrHa 1 3pUTPOLMTOB, PA3BUMBAETCA aHEMMSA, NEeMKONeHUA (YMeHbLUAEeTCA KOIMYECTBO
NENKOLUMTOB) MK TpoMboUuMTONEHUA (CHUMKEHME Ymncna TpombounTos).

I3TO NPOABNAETCA NOBbILWEHHON YTOMAAEMOCTbIO, YaCTbIMU MHPEKLMOHHBbIMKU 3a60N1€BaHNAMM U KPOBOTEYEHUAMM

UmmyHonorunuyeckue nccnegosanHma. AH® apnaetca ogHUM M3 MapKepoB CUCTEMHbIX 3aboneBaHUM COeAMHUTEIbHOW TKAHU, €ro BbIABAAKOT Y
95 % 60n1bHbIXx CKB. Ec/i OH He 06Hapy»KeH, TO B HONbLIMHCTBE C/ly4aeB 3TO CBMAETENbCTBYET 06 oTcyTcTBMM CKB.

Pa3HOBMAHOCTM aHTUALEPHbIX aHTUTEN: aHTUTeNa K asycnupanbHon JJHK — xapaKtepHbl gna CKB, yem Bblilwe UX KOHLEHTPaUMA, TEM aKTUBHeE
NaTONOrMYECKMM NPOLECC;

aHTUTeNa K TMCTOHAM Yalle NOoABAAIOTCA NPU IEKAPCTBEHHOM pOpMe BONYAHKN;

aHTUTeNa K Ma/ibiM AAEPHbIM PUOOHYKAEONPOTEMAAM BbISIBAAKTCA NPU CMELIAaHHOM 3ab601eBaHMN COeaUHUTENbHOM TKaHW;

aHTUTeNna K Sm-aHTUreHy — BbicokocneundunuHol gna CKB, Ho BcTpeyvatoTca B 10-30 % cnyyaes;

aHTUTena K Ro/SS-A aHTUreHy accouumpyroTtcs ¢ andoneHuner, TpombouuToneHmei, poToaepmaTUTom, NEroYHbIM GpMbPO3OM, CUHAPOMOM
LLlerpeHa;

aHTUTena Kk pochonunnagam — mapkep aHTMdochoNMNUAHOro CUMHAPOMA.

Apyrme nabopatopHblie noKasaTtenun, 06s3ateNIbHO NPOBOANTCA KAMHUYECKMN U BUOXMMNYECKMUI aHAIN3bl KPOBU M 0OLWMI aHAN3 MOYM.

OHM HY}KHbI AnA HabatogeHUA 3a Te4yeHMem 601e3HM C MOMEHTa YcTaHOBAeHMs gmarHo3a. CO3 (ckopocTb ocegaHua sputpoumtos) n CPB (C-
PEaKTUBHbIA BENOK) CUTHAaNU3UPYIOT O BOCNA/IEHUM B OPraHM3Me U NOMOTatoT BblABUTb MHPEKLMOHHbIE OC/IOXKHEHUSA
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OcnoXXHeHnA CUCTEMHOU KPaCHOM BOTYaHKMU
OcnoXXHeHWA 3aTparnBatoT PasIMYHbIe OpraHbl U CUCTEMbI OpraHu3ma. K HUm oTHocATcS:
CepaeyvyHoO-cocyaucTas cuctema — BO3MOXKHbI BOcnaneHna ob6onoyek cepaua: nepmkapauT (BocnanerHme ne , 8o 50
% cny4yaeB), MMOKapAaUT (BocnaneHmne mmokapaa, 40-60 % nauneHToB) U 3HAOKapAUT (BocnasneHme sHAoKapAaa, Ao 60 %
naumeHToB) ... HapylwaeTca cepaeyHbii pUTM, MPOBOAMMOCTb, NOABAAIOTCA 60K B cepALue, OAblLKa, yYallaeTcs
cepauebueHue.
JNIérkne — nopaxatotca y 80 % 601bHbIX, HAPYLIEHMNA NPOABASAIOTCA CU/IbHbIM KallJ1eM, KPOBOXapPKaHbEM U BbiParKEHHOWM
O/,bILLIKON.
Mouku — cTpagatoT B 60 % cnyvyaeB, MOXKET Pa3BUTLCSA HEDPOTUYECKUIM CUHAPOM (OTEKM, NOBbILLEHHOE apTepuanibHOe
AaBneHne u nosieieHme 6enka B Moye) Uam 30aMpPoBaHHbIA MOYEBOM CMHAPOM (60K B Mmoye).
BocnaneHue mo3roBoro sewectsa 1 060104ek (MeHUHIosHUEedaNUT) NPUBOAUT K Napanmyy U NCUXMYECKMM PacCTPOUCTBAM.
BocnaneHue TKaHeW rnasa (3NUCKNepuT) NPosSBAAETCA IOKa/IbHbIM NOKPAaCHEHWEM Y4aCTKa rMa3Horo Ab/10Ka, pa3gparkeHnem
N cnes3oTevyeHnem

MpuunHou cmepTn nauueHToB ¢ CKB 3ayacTyio cTaHOBUTCA NONIMOPraHHasa HeAOCTaTOYHOCTb (NoYeyHasn, NeYéHouHasn,
AblXaTenbHasnA, cepaeyHasn).
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M306paxkeHns M3 AMYHOTo apxmea aBTopa Hocosoi E.I., KypraHckas obnacTtHan KanHuueckaa 6oibHuUUa, 1. Kyprax, 2023r




M306pakeHna us anyHoro apxmea asTopa Hocosoli E.T., KypraHckas obaacTHas KAMHUYecKkas 6onbHUua,r. KypraH, 2023r




Puck HakonneHnsa noBpexneHus opraHoB COXpaHsAeTCA
Aaxe Ha ooHe HN3KOW aKTUBHOCTM 3aboneBaHns "

3

O6ocTpeHue L DG T O6ocTpeHune y CHuxeHune

» HakonneHwne noBpeXxaeHns opraHoB
NpoaormkaeTcst AaXke Npu HU3KOM
aKTUBHOCTM 3aboneBaHunns’

I'IOBpe>|<,£|,eHme OopraHoB COrnps>XeHo

C MNOBbILLEHHbIM PUCKOM CMepTne®

[pyem rmoKOKOPTUKOCTEPOUAOB B
nose

=7.5 Mr/cyT YyCKOPSET HaKorneHme
NOBPEXAEHMS opraHoB?

1. Ceccarelli F, et al. Autoimmun Rev. 2015;14(7):601-608. 2. Ruiz-Arruza L, et al. Rheumatology (Oxford). 2014;53(8):1470-1476. 3. Urowitz MB, et al. Arthritis Care Res (Hoboken). 2012;64(1):132-137. 4. Al Sawah S, et al. Lupus
Sci Med. 2015;2(1):e000066. 5. Thamer M, et al. J Rheumatol. 2009;36(3):560-564. 6. Sheane BJ, et al. Arthritis Care Res (Hoboken). 2017;69(2):252-256. 7. Becker-Merok A, Nossent HC. J Rheumatol. 2006;33(8):1570-1577.
8. Murimi-Worstell IB, et al. BMJ Open. 2020;10(5):e031850. 9. Segura BT, et al. Rheumatology (Oxford). 2020;59(3):524-533. 13 nu4Horo apxusa asTopa HocoBoii E.I., KypraHckasa obnactHas knMHuyeckas 6onbHuua,r. KypraH, 2023r



TeyeHue CKB yacTto BonnHoOoOOpa3Hoe ¢ nepuogamum
00oCTpeHnAa 3aboneBaHNA U CHNXKEHUEeM ero akTUBHOCTU

Mpwn CKB yacto nepunogbl

obocTpeHuna 3aboneBaHnsa cMeHAOTCA A
nepmoaammn CHUXKEHUA

Mynbc-Tepanus Mynbc-Tepanua
rNIOKOKOPTUKOCTEPOUAAMM FNIOKOKOPTMKOCTEPONAAMM

ero aktmsHoctul>

Mynbc-Tepanmsa rMIOKOKOPTUKOCTEPONAAMM
YyacTo

MCNoNb3yeTca ANA eyeHMna obocTpeHn i
3aboneBaHMA B AONOJNHEHMUE K
CTaHOAPTHOM exeaHeBHOM Tepannmn®

AKTUBHOCTb 3aboneBaHuA

Hapacratowee

Ha MOMEHT NepBUYHOM NOCTAaHOBKM

[NArHo3a y NauMeHToB YXKe MOryT ObiTb rOBPEMACHIE opranos : >
HeobpaTUMble BOCNa/INTE/IbHbIE Bpems

N3MEHEHWSA U NoBpeXaeHns opraHos.’

Tekyuiee poHOBOE BOCMaseHne

CKB = cucTtemHan KpacHasa BONYaHKa.

1. Lateef A, Petri M. Arthritis Res Ther. 2012;14(suppl 4):S4. 2. Herbst R et al. Int J Rheum Dis. 2012;15(5):433-444. 3. Ceccarelli F et al. Autoimmun Rev. 2015;14(7):601-608. 4. Centers for Disease Control and Prevention.
https://www.cdc.gov/lupus/facts/detailed.html. Accessed November 12, 2020. 5. Smith PP, Gordon C. Autoimmun Rev. 2010;10(1):43-45. 6. Gordon C et al. Rheumatology (Oxford). 2018;57(1):e1-e45; 7. Buyon JP, Cohen P,
Merrill JT, et al.. Lupus Science & Medicine. 2015;2:e000087. U3 nnyHoro apxmsa aBTopa Hocosoli E.I'., KypraHckaa o6nacTHaa KaMHMYeckan 6onbHuULa,r. KypraH, 2023r



HeobOpaTmoe noBpexaeHue opraHoB:
CBfi3b C 3aboneBaHMemM U Tepanueun

36

NMOBPEXAEHUWE OPIrAHOB, NMOBPEXOEHUWE OPIrAHOB,
CBA3AHHOE C 3ABOJIEBAHUEM! CBA3AHHOE C JIEHEHUEM

PocT nokasaTtens SDI (%) y nauneHToB, N'KC accoummpoBaHbl C HapacTarOWMM NOBpeXAEHUEM
He nonyyaBwwmx NKC (n = 86)1a OpraHoB He3aBUCUMO OT aKTUBHOCTMU 3ab6onieBaHNAZ>®
Puck noepexdeHusi
25 -3 op2aHoe Koppesiupyem s

0 - z C yeesiuyeHuUem ““‘
T . e 3 do3bl [KC23 o
g . 8 R C?Kpauquue
] 10 @ ““‘ cpedHell 0o3bi TKC
@ c = “"‘ Ha 1 me/cym
C . o e* CHU)Xaem 6ydywul

5 . g puck Ha 3 %?

SPEMHANTOABI'C MOMEHTAa BKJIlOYeHUA B
nceregoBaHve)

3[laHHble NPOCNEKTUBHOTO MCCAeA0BaHMA Y NaumeHTos ¢ CKB, nonyyeHHble 13 KAMHUKM BOAYaHKK Npu YHuBepcuteTe TopoHTo?.

IKC — rntokokopTuKkocTepouabl; SDI(The systemic lupus international collaborating clinics American College of Rheumatology Damage index) — MHAEKC MOpa*keHUs Npy CUCTEMHOM KpacHOM BolYaHKe MexayHapoaHou
OpraH13aLmMmn COTPYAHUYECTBA KMHUK CUCTEMHOM KpacHOM BOYaHKM / AMepUKaHCKoM Koanernm peemaTonoros; CKB — cuctemHas KpacHas BoMYaHKa.

1. Sheane BJ, et al. Arthritis Care Res (Hoboken). 2017;69(2):252-256. 2. Al Sawah S, et al. Lupus Sci Med. 2015;2(1):e000066. 3. Thamer M, et al. J Rheumatol. 2009;36(3):560-564. 4. Apostolopoulos D, et al. Lancet Rheumatol.
2020;2(1):e24-e30. 5. Urowitz MB, et al. / Rheumatol. 2021;48(1):67-736.



[10OOYHbIE OENCTBUS

rMHOKOPTUKOUAOB

Hexenareasunie sdpdexrnl

OcTeonopoTHuecKHe NECPeIOMEI
IMuesmonns

Ocreonopos

Cepaecynas HEAOCTATOUHOCTL
Cepaeuno-cocyauctaie 3abonesanns

Karapakra

OP (95% 1H)

3,11 (1,87-5,19)
2,68 (2,30—3,10)
1.96 (1.63—2.34)
1,63 (1,32—-2,00)
1,53 (1,36—1,72)
1,50 (1,31-1,73)

HUudapxr muoxkapaa —— 1,41 (1,15-1,73)
AINHO3 BO BpeMsi CHa —_— 1,40 (1,04—1.86
Hapyuienne dyukumnn noyex —.— 1,36 (1.26—1.47)
Henpeccusi/Tpesora —— 1.31 (1.21-1 41
Hapyuwiense M03rosoro KposooOpaicHms —_— 1.30 (1.10—1.,55
SA3sa xenyaka —_— 1,28 (0,.94—1.74
Caxaprniit maber 2 T -l 1,26 (1,15—1,37)
Mayxkoma —a— 1,23 (0,99—1.53)
VeeanucHue HHACKCA Macchl Teaa - 1,14 (1,10—1,18)
ApTrepuanbHast rHNCPTOHMS - 1,06 (0.97—1.16)
Aucannuaemus 1,03 (0.97-1,09)
T 1 T T T
09 1 2 4 5

OrHowenne puckos (OP) pazeurua HexenarensHoix addexros 8 HabnogarensHom uccnegosanuu y 24117 naumenros ¢
6porxuansHoi actmoi, nonyyaswmx NKC, u 24117 nogobparHbix NaUMEHTOB, He NPHHHMABLWIKX NPenapaTsl 3TOH rpynnsl

Price DB, Trudo F, Voorham J, et al. Adverse outcomes from initiation of systemic corticosteroids for asthma:
|Ong-term Observatlonal StUdy. J ASth ma A”ergy 2018;11:193'204 M3 nuyHoro apxuea aBTopa HocoBoWi E.T., KypraHckas obnactHas KnanHudeckan 6onbHuua,r. Kypras,

2023r T'KC- rntokoKopTUKOCTEpOUAbI
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BanaHue MHOKOPTUKONAOB HA OCTEONnopo3 U nepesiomMmbl NO3BOHKOB

OpuUrMHanbHbie HCCNENOBaHHUA

beccMMNTOMHbIE KOMNPECCHOHHBIE NEPENOMBI
NO3BOHKOB Yy XEHWMUH B NOCTMEHONay3e
C CUCTEMHOMW KPacHOW BONYAHKOK

Lkupeesa C.H0."2 NecHak 0.M.%, 3oTkuH ET .2

* 0O6cnepoBaHo 86 eHLWMUH (cpegHuit Bo3pacT 5917,9 ropa) B
nocrmeHonayse ¢ gnarHosom CKB

* KomnpeccrnoHHble nepenombl N03BOHKOB meTogom VFA 6biaun
BbifiB/1IeHbl Y 40 nauuneHTOK ¢ CKB (46,5%), npu aTom y 22 U3 HUX
(55%) — Bnepsble.

14 -
12
10

Yucno cnomaHHbIX NO3BOHKOB

L= = I = -

Thl't.f Th‘u’ ThUI Th\.l'll Th't.flll Thlx Thx ThXI Th>=:|l |--I LII I-III I—I\."
MNo3BOHKK

Nokanuaauua KMMy naunedTok ¢ CKB

CKB- cuctemHas KpacHas BondaHka KIl- KomnpecCMoHHbIe NepeioMbl MO3BOHKOB
.13 nnuHoro apxmea asTopa HocosoW E.T., KypraHckas obnacTHas KAanHUYeckas 6onbHuLa,r. Kypran, 2023r



Llenu neyeHusa npmn CKB MHoOrorpaHHbl

Takue uenu neveHns Kak JOCTMKEHNE PEMUCCUN U CHXKEHNE aKTUBHOCTU 3aboneBaHus Bce Yalle
npu3aHatoTcs BaxkHbiMy Npy CKB, HO OHM TPYOHOOOCTMXUMbI U X CNIOXHO NpuaepxmBaTbcal-2?

)

BakHbIMU Lenamu,
HanpaBneHHbIMU Ha
npegoTBpaLlleHne
HaKonneHus
NoBpeXOeHUN, ABNATCH
CHMXXEeHNe aKTUBHOCTU
3aboneBaHns N 4acToOTbl
obocTtpeHnn.t

CKB - cuctemMHas kpacHas Bomn4aHka M3 vuHoro apxvsa asTopa Hocosoii E.I., KypraHckas obnactHas KaMHuyeckas 6onbHuua,r. Kypra, 2023r

i

MakcumanbHoe
COKpaLlleHUe NMPUMEHEHNS
[ITFOKOKOPTUKOCTEPOUOOB

MOXET CHU3NTb PUCK
pPasBUTUS NOBPEXOEHUSA
opraHos.!

1. van Vollenhoven RF et al. Ann Rheum Dis. 2014,;73(6):958-967. 2. Doria A et al. Autoimmun Rev. 2014;13(7):770-777.
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CHmxeHmne
yTOMAAEMOCTH, 60nn U
doakTopoB, NPMBOAALLMX K
genpeccun, ons
yNy4lleHUsi KadecTBa
XWU3HW, CBSA3AHHOIO CO
3aopoBbem.!




OnpeaenexHune aktueHoctn CKB

PekomeHaauum no tepannum CKB EULAR 2019

SLEDAI-

bannsi CumnTomb! Onpepenexue SLEDAI-
cyer
Comnroms: Onpepenenne
8 — | 3nunenmu- HeAiaBHO BO3HMKWWA. CrigayeT UCKMIOSHTs cYer
o b . " — | Muoaur MpOXCHMANBHAR MblLLE4Has 60Ns/CRaBoCTs,
8 — | Noxe } P s ACCOLMNPOBAHHAA C NOBbRLEHHBM YPOBHEM KOK/
pexume aNsA0Na3sl, WNK AanHbE IMI nam Guoncus,
ICTH, BKII0YasR NOATBEPXAAOLME MHOINT
e A — | UunuHapypus | 3EPHICTHIE WM SPUTPOLMTADHBIE LINMHADS!
ARTENLHOCTH, BHIDAXEHHAR ANOTHYHOCTS — | Femarypus >5 3puTpounTos 8 1V3p. Ceayer nekno4euTs
Aesopr wn
KaraToHuyeckoe nosefenue. Cneayer OTAMYaTs o1 ZGHJWDHD. OOYCHOIHMHW) MouexamelHol
NOAOGHBIX COCTORHMA, BLIZBAHHBIX YDEMUER nnn 0N83HBIO0, MMWHN W ADYTAME NDHMHAMK
= — | Nporessypus | >0.5 r/cyr
8 — prauseckue |+ 7 c
MO3r08bi HapYWIEHEM OPHEHTALWH, NMSTH WK ADYTHX —_ NeixounTypus | >5 neikountos & n/3p. CneyeT CKAKWTE
anbHbiX C OCTPbIM HOCT! EXLIMOH LMTYD
Havanom M’NWTO“KMMH K/THHUYECKUMM Bem" = "w L npm"“ ma“o -
. BKII0Yas: 3aT — | 3purema- BO3HUKHOBEHNE MMM PELMANE THINSHBIX BHICHINAHWA
co K TO3HblE
" K
nnoc ABa M3 BbIChINAHMA
pess,
6ECCOHHMLA WK COHNMBOCTD B JIHEBHOE BPEMS, = Anoneums MNossilwerHOE 04arosoe MK MAOY3HOE BoinaficHne
wn 7 sonoc
aKTMBHOCTH. Cneayer ]
BCKMX, [ — f3gsl caM3Nc- | M3nR3anesne CAM3NCTON 060N04KH NONOCTH pTa
TOH 060N04KK | MK HOCA
8 — 3 Ha ceTyarxe (| KI1 o
Tenbua, 3 i 3KCCygaT — Nnespur B0Nb & rpyaHOi KNETKE C WyMOM TPEHKS NNesph!
(0] B i ) unn WK BHINOTOM MAK YTOLEHHE NNESPLI
HEBPHT 3PUTENLHOTO HEpBa. Cnepyer OTNNYaTh 0T nepunaonm nepunpmanenaﬂ 60m: ¢ AN 13 CEAYIOLLHX
T p g —
W NPH3IHAKOS: LWYM TPEHKA NEPUKAPA],
8 — | Hapywerve Bnepsbie BO3HUKILME YYBCTBUTENbHBIE WK INEXTPOKAPANOrPAdMYECKOE HNK IXOrpathuyeckoe
i B i o NOATBEPXAEHNE
P Il 3rOBbIX HEPBOB
MO3r08BbIX —_ Huaxui Nagesne yposts CH50, C3 unu C4 ke Hivksel
Hopeoe KOMONEMEHT | FPAHIALBI HOPMBI (NO AZHHSIM TECTHDYIOWER
8 — | lFonoexas 6o ;’Mo)‘m e oy Gonb NabopaTopum)
NEYBHII0 HAPKOTHHECKHMY BHATTbT BTHKAMM — Nosslwentsie | >25% caasbisanma no Metody ®appa (Farr) uan
8 —  |Hapywewwe | Bnepsbie BOHMKILIEE HADYLUGHUE MOIIOBOTO YDOBHM aHTW- | NPEBLILIEHNE HOPMANLHBIX 3HAYEHUA TECTUDYIOLLEA
MO3r0oBOr0 Cnenyer or K WP‘YW“"
nieHua — TNuxopagxa >38 °C, CReflyeT MCKMONHTE MHAEKLIMOHKBIE NPIYWHD!
8 — Backynur fl38bl, raHrpena, 60Me3HeHHbIE Y3BNKU Ha Nanbuyax,
OKOMOHOTTEBbIE MH(APKTBI, TEMOPPArkK WNH AaHHbIE g Tpm <100 000/mne®, CResyer MCKMO4UTL daxTop
6GUONCHI UNK AHTUOTPaMMbI, NOATBEPXKAAIOLME UATONEHNR NEXaPCTBEHHOI0 BO3/EACTEMA
BaCKYNUT
" — oo — |Jledxonexns | <3 000/mm’, CNEAYET HCKNOYUTL (axTop
BLINOT) B ABYX W GONee cycTasax NEXAPCTBEHHOIO BO3AEACTEMA

apTPUT + 3pUTeMaTo3Hble BbICbINaHUA + IMXOpPaaKa
4 6anna 2 banna 1 6ann

SLEDAI 7

CKB — ccTemHan KpacHas BondyaHka, EULAR — eBponelickas niMra 60pbbbl ¢ peBmaTtuyecknmm 3abonesaHnamm, SLEDAI— MHAEKC aKTMBHOCTM CUCTEMHOM KpacHOM BonYaHKK, PA — peBmaTtonaHblit apTpuT ,MMNT- nopaxkeHne noBepxHOCTU Tena,

Tp — TpomboumnTbl, BILAG-2004 = British Isles Lupus Assessment Group-2004, - UHAEKC OLEHKM aKTUBHOCTU CUCTEMHOM BpuTaHckol rpynnbl no nsydeHunto CKB, TTI -TpomboTuyeckas TpombounToneHmyeckas nypnypa

*runoTeTMyecknin naumeHT M3 anyHoro apxuea astopa Hocosoi E.T., KypraHckas obnacTtHas KnuHuyeckan 6oabHuLa,r. Kyprax, 2023r

Fanouriakis A, et al. 2019 update of the EULAR recommendations for the management of systemic lupus erythematosus. Ann Rheum Dis. 2019;78:736-745.



EULAR 2019 - PekomeHayemas Tepanusi B COOTBETCTBUU C TAXKECTbIO 3aboneBaHus

NeuyeHne CKB 6e3 nopakeHua noyekx
CpepgHetakenasn
cTeneHb? Lenb:

AononHutenbHo:
BN
ConHuesawmTHbIe Pemuccua
cpeActsd FXX SLEDAI =0
BakuunHayma
dusnyeckan Harpyska rKC n/o unun B/m rKC n/o unu 8/8 XX
OTKa3 OT KypeHusa bes IKC
Macca Tena MTX/A3A
ApTepuanbHoe gaBneHuve unu
Jivnnapl 221
FroKo3a UCaH Hu3Kkaa aKTUBHOCTL
AHTUTPOMbBOUMTAPHbIE MM® 3a6onesaHus
npenapartel SLEDAI< 4
AHTUKOAryAsAHTbI LK XX
(y ADA-NONOKUTENBHBIX NpeaHusonoH < 7,5 mr/cyt
nauueHToB) PUT* NmmyHoaenpeccaHThbl
(B cTabuAbHbIX A03ax M NpwU
B | XopoLuel nepeHoCUMOocTH)
CreneHb AP CreneHb B® CreneHb CP CreneHb D

2 lerkasa dopma: cMcTeMHbIe CUMNTOMbI/Nerkuii apTpuT/ cbinb <9% MMNT / Tp. 50—-100 x 103/mm3; SLEDAI<6; npoasneHus BILAG C unu <1 BILAG B,

CpegHetaxenasa: AptpuT no Tmny PA/cbinb 9-18 % MMT/KoHbI BackyamT <18 % MNT; Tp. 20-50 x 103/mm3/ceposuT; SLEDAI 7-12; >2 nposasneHuii ¢ nHaekcom BILAG B,

Taxkenas: 3a60/1e€BaHMe C NOPAXKEHMEM OCHOBHbIX OpraHoB (HedpuT, LepebpuT, MUeNnT, MTHEBMOHUT, Me3eHTepPMabHbI BaCKyAUT; TpomboumToneHus ¢ Tp. <20 - 103/mm3;
TTMN-nogo6Hoe 3aboneBaHne UK OCTPbIN remodaroymTapHbiii cuHgpom; SLEDAI> 12; >1 nposeneHus c uHaekcom BILAG A. bCteneHb OCHOBaHa Ha YpOBHe 40CTOBEPHOCTHU
KAMHUYECKUX JaHHbIX, MOATBEPKAAOLMNX PEKOMEHAALUMIO; CTENEHb A COOTBETCTBYET Hanbonee ybeanTeibHbIM AlO0Ka3aTeNbCTBaM, a cTeneHb D - Hanbosee orpaHUYEHHbIM.

* MoKasaHuWe He 3aperncTpmMpoBaHo B PP

ADA = aHTudpochonunuaHbie aHtutena; A3A = azatmonpuH; bE/1= 6ennmyma6; MCaH = nHrnbutopsl KanbHeBpuHa; LK = umknobochamma; NKC = ratokokopTMkocTeponabl; TXX = rMAPOKCUXNO0POXUH; B/M = BHYTPUMbILLIEYHO; B/B =
BHYTPUBEHHO; IVIG = BHYTPUBEHHbIA MMMyHOrn06yanH; MM® = mukodeHonata modbeTtnn; MTX = meToTpekcaT; Tp. = Tpomb6ouuTsl; /0 = BHYTPb; Pre = npeaHu3onoH; PUT = putykecnumab; SLEDAI = nHaekc aktusHocTv CKB; TTM =
TpomboTmyeckasa TpombounToneHnyeckas nypnypa, EULAR — EBponeickuin anbaHc peBmaTtosioros M3 nMyHoro apxmsa aBTopa Hocosoit E.T., KypraHckas obnacTHas kKnaMHuyeckas 6onbHULa,r. KypraH, 2023r

41 Fanouriakis A, et al. Ann Rheum Dis. 2019;78:736-745.



leHHO-UHXeHepHble buonornueckmne npenapartbl (TMBM) — (puTyKCcMmab n 6ennmymad).
N3nnwHAS BblpaboTKa ayTOaHTUTEN — 3TO OCHOBHOM MOMEHT BOCMA/INTE/IbHOTO NpoLecca u noBpexaeHua opraHos npu CKB. AytoaHTuTtena
NPOM3BOAATCA CNeunanbHbIMU KNeTKamMu — B-numooumtamu (B-Knetkamm), noaTomy ecim noaaBuUTb UX aKTUBHOCTb, TO BO3MOKHO PELLUTb
OAHY M3 BaXXHbIX 33434 Tepanmnm CKB.
OCHOBHbIMU aHTU-B-KNeTOUHbIMU NpenapaTamm aBaATCA pUTyKcumab ("AbTepa") n 6enmmymad ("beHnuncra"), KOTopble yMEHbLIAKT YNC/IO0
B-AMm@ouMTOB 1 CHUMKAKOT MX aKTUBHOCTb, Bnarogapsa yemy cnocobcTBytoT pemuccum 3abonesaHmsa. Kpome Toro, BO3MOXKHO CHUXKEHWE A03bl
'K n UNTOCTATUKOB.
PUTYyKCcMMab Ha3HayaloT Npu TAXKENOM TeyeHnn 3aboneBaHmsa — Npu NopaKeHnm NoYek, YCTOMYMBOM K Apyron Tepannu. PUTykcumabom
CHUXKAIOT aKTMBHOCTb 3ab0oneBaHMsA, NpenapaT BO3AENCTBYET HA KOXKHbIM cuHapom, nopaxeHune LLHC, apTpuT. HasHavyaeTcAa B BUAE KanesbHUL,
BBOAUTCA Mea/IeHHO B TedeHne 60 MUHYT.
Benumymab ("beHnucra") — nepsbiit TUBI, cneunanbHo co3gaHHbIM ana nevyeHms CKB y nauneHToB, HEBOCMPUMMYUMBLIX K CTaHAaPTHbIM
MmeTogam sieyeHunsa. NpoTnBonoKaszaHMeM K HasHadyeHuo bennmymaba aBnsaeTca TAXKENOe NOPaXKEHUE MOYEK U LEeHTPa/IbHOM HEPBHOWM
cuctembl. lNpenapaT BBOAMUTCA B CTaLMOHApe BHYTPUBEHHO C MOMOLLbIO KanenbHULUbl B TEYEHME O4HOrO Yaca.
Putykcnmab u 6enumymab peako Bbi3biBaeT nob6ouHble 3pPekTbl. B OCHOBHOM 3TO annepruyeckue peakuum B BUAE Cbinu Ha KOXKHbIX
NOKpOBax, NepLeHuna B ropse, 3aTPYAHEHHOIO AbIXaHUA, OTEKA nua U ryb. B aTom cnyyae neKkapcTBa OTMEHAIOT U BBOAAT
AaHTUrMCTaMUHHDbIe npenapaTbl U MK
B Hoabpe 2022 roga ycnewHo 3aBepLIMIOCh NepBOe A0NTOCPOYHOEe uccnegoBaHne AHMdposymaba — MOHOKIOHA/IbHOIO aHTUTENa,
HaLUEeNeHHOro Ha peuenTop MHTepdepoHa | TMna. 3101 6enoK nosbiweH y 60NbLWKMHCTBA NALMEHTOB C BONYaHKOW. MicchegoBaHue AMN0Ch
YyeTblpe roga: npenapaT XOPOLLIO NEPEHOCUNCA U CHUXKAN aKTUBHOCTb 6os1e3HM. bharogapa HoBomy nekapcTBy 60/1bHbIE BOTMAHKOM YMEHbLUWIN
A,03bl UM OTKA3aJnUCb OT CTEPOUAOB, ANUTE/IbHBIA MPUEM KOTOPbIX MPUBOAUT K TAXKENbIM NOCAEACTBUAM
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[NpuHUUNbI:

A. CKB TpebyeT mexgmcumnninHapHoro, MHAMBMAYaAbHOro BeAeHMs ¢ 0byyeHnem NaumMeHTOB U COBMECTHbIM NPUHATUEM
PELIEHNM C Y4ETOM 3aTpaT 415 NaumeHTa n obuiecTsa.

B. AKTuBHOCTb 3ab6oneBaHna CKB cheayeTt oueHUBaTb NPU KaXKA0M NOCELLEHUN NALUUEHTOM KJAUHUKM (4acTOTa 3aBUCUT OT
YCMOTPEHUA BPaya) C OLEHKOMN NOBPEXKAEHMA OPraHOB (He perXke 04HOro pasa B rod) C MICNOJIb30BaHMEM BaAUAMPOBAHHbIX
MHCTPYMEHTOB.

C. HemeanKkameHTO3Hble BMELLIATENbCTBA, BKAKOYAA 3aLMTY OT CO/IHLA, OTKA3 OT KypeHusa, 340poBoe, cbanaHCMpOBaHHOe
NUTaHUe, perynapHole GUsnyeckme ynparKHeHMsa N Mepbl MO YKPENIEHMIO 340P0BbA KOCTEN, BaXKHbl ANA YAYYLLEHMUS
AO0NTOCPOYHbIX pe3ynbTaToB.

D. ®apmakonormyeckne BMmeLwaTeIbCTBa ONPeaenatoTCA XapaKTEPUCTUKAMM NALMEHTA, TUMOM U TAXKECTbIO NOPAXKeHUA
OpraHoB, BpeAoM, CBA3aHHbIM C 1e4eHnem, CoONyTCTBYOWMMM 3aboneBaHNAMM, PUCKOM NPOrPEeCCUPYIOLLLErO NOBPEXAEHUSA
OpraHoOB M NpegnoYTeHNnAMU NaymeHTa.

E. PaHHAS gmarHocTnKa CKB (BKAOYaA cepoaornyecKkyto OLEHKY), perynsapHbIi CKPUMHUHE Ha NoparkeHmne opraHoB (ocobeHHOo
HedpuTa), ObICTPOE HaYaNo NeYeHna, HanpPaBAEHHOIrO HAa AOCTUXKEHUE PEMUCCUM (MM HUBKOWM aKTUBHOCTM 3aboeBaHUA,
eC/IM PEMUCCUA HEBO3MOMKHA) U CTporoe cobatogeHne pexmma siedeHna Heobxoammbl ANA NpeAoTBpPaLLEHNA 060CTPEHUN K
NoBpeXAeHNA OPraHoB, yay4dlleHUA NPOrHo3a U NOBbIWEHNA KAaYyeCTBa KU3HMN.
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Treatment of Non-Renal Systemic Lupus Erythematosus

I d Moderate™ Severe”™
General measures Target
Sun protection HCQ (all patients unless contraindicated) Remission
Exercise Clini | SLEDAI=0
No smn::'klng GC PO/IV (if needed, short-term use to control active disease; taper to =5 L caHCQ
Balanced diet day as quickly as possible and discontinue, if possible GC = 5 mg/day
Vaccinations MTX
Normal body weight or
Blood pressure, lipid, AZA
glucose control Low disease activity
MMF MMF SLEDAI =4
HCQ

Acetylsalicylic acid,
VicK GC =5 mo/day

(in aPL+/APS)
Immunosuppressive
or biological agents

CnNIi CNI at stable, tolerated
dose
Assess adherence to CycC
treatment RTX RTX
Grade A Grade B Grade C Grade D

Figure 1 Treatment of non-renal systemic lupus erythematosus. Top-to bottom sequence does not imply order of preference (eg, MTX, AZA and
MMF are equal options for second-line therapy in mild disease or first-line therapy in moderate disease). *Mild disease: constitutional symptoms; mild
arthritis; rash =9% body surface area; platelet count (PLTs) 50—-100 < 10°/L; SLEDAI=6; BILAG C or =1 BILAG B manifestation. *Moderate disease:
moderate—severe arthritis (‘RA-like’; rash 9% —18% BSA; PLTs 20-50x10%/L; serositis; SLEDAI 7—12; =2 BILAG B manifestations). *Severe disease:
major organ threatening disease (cerebritis, myelitis, pneumonitis, mesenteric vasculitis); thrombocytopenia with platelets<20x<1 0°/L;: TTP-like disease
or acute haemophagocytic syndrome; rash=18% BSA SLEDAI=>12; =1 BILAG A manifestations. "Recommendation of belimumab and anifrolumab as
first-line therapy in severe disease refers to cases of extrarenal SLE with non-major organ involvement, but extensive disease from skin, joints, and

so on. The use of anifrolumab as add-on therapy in severe disease refers mainly to severe skin disease. For patients with severe neuropsychiatric
disease, anifrolumab and belimumab are not recommended. ANI, anifrolumab; aPL, antiphospholipid antbodies; APS, antiphospholipid syndrome; AZA,
azathioprine; BEL, belimumab; BILAG, British Isles Lupus Assessment Group; CNI, calcineurin inhibitor; CYC, cyclophosphamide; GC, glucocortocoids;
HCQ, hydroxychloroquine; IV, intravenous; MMF, mycophenolate mofetil; MTX, methotrexate; PO, per os; RTX, rituximab; SLEDAI, SLE Disease Activity

Index; VKA, vitamin K antagonists.

1. TN POKCUXNOPOXUH peKoMeHayeTcs BceM nauueHTam (1b/A), ecam HeT npoTMBONOKa3aHWUiA, B Leneson Ao3e 5 mr/Kkr peasibHoM macchl Tena B AeHb (2b/B), HO
MHAUBMAYANbHO, UCXOAA U3 pUCKa ob6ocTpeHus (2b/B) M TOKCUYHOCTU ANA CETYATKM.

2. TNIOKOKOPTUKOMUADI, NPU HEOBXOAUMOCTH, A03UPYIOTCA B 3aBUCMMOCTM OT TUMA U TAXKECTU NoparkeHua opraHos (2b/C) u gonKHbI 6bITb CHUMKEHbI A0
noadepsusatowen no3bl <5 mr/cyT (3KBUMBaNEHT NnpeaHn3010Ha) (2a/B) U, N0 BO3MOMKHOCTU, OTMEHEHbI; Y MALMEHTOB C YMEPEHHOMN N MPU TAXKENIOM TEYEHUM
3a60/1€BaHMA MOXKHO PAaCCMOTPETb BO3SMOXHOCTb My/1bC-TEPANNKU C BHYTPUBEHHbIM BBeAeHNEM MeTuanpeaHmnsonoHa (125-1000 mr/cyT, B TedeHue 1-3 aHen) (3b/C).
3. MaymeHTam, He pearvpyroLMM Ha rMAPOKCUXIOPOXUH (OTAENBHO N B KOMBUHALMM C INIOKOKOPTUKOMAAMMU), NN NaLMEHTAM, HECNOCOOHbIM CHU3UTb 403Y
THOKOKOPTMKOUAO0B HUMKE 403, MPUEMNEMbIX AN XPOHUUYECKOTO NPUMEHEHUSA, peKoMeHayeTcs 4obaBneHMe UMMYHOMOAY/IUPYOLLNX/UMMYHOCYNPECCUBHbIX
cpencts (Hanpumep, metoTpekcaTta (1b/B), asatnonpuHa (2b/C) nnn mmukodeHonara (2a/B)) n/unm cnegyet paccmoTpeTb BO3MOXKHOCTb NPUMeEHEHUA 6MoNorMyecKux

npenapatoB (Hanpumep, 6eanmymaba (1a/A) uau aHndbponymaba




OtBeT SLEDAI-2K no gomeHam opraHoB Ha Hegene 52
O6beanHeHHble aaHHble TULIP-1 n TULIP-2

45

MauuneHTbl ¢ oTBeTomM SLEDAI-2K no gomeHam opraHos?

B Anuundponymab 300 mr (n = 360) M Mnauebo (N=366)
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S 80 A
=~ 70 A
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o ] 56
e © > 49 51 52 50 50
o 50 A
5
g 40 A
E 30 -
o 20 T
q 10 ]
0 -
N, NCXOQAHbIN 348 351 335 349 237 320 39 40 41 32 25 35 30 29 2 2
YPOBEHb
Koxa n cnusucrble KocTHO- UmmyHonorusa Cocyaucraa lemaTtonornyecku Co CeppeyHo- LleHTpanbHasa HepBHasA
0060Mo4KHM MblilleYyHas cuctema e¢ CTOPOHDI nero4yHasa cuctema cucrtema
cuctema noyek

Mo cpaBHeHuUto ¢ Nnauebo, B rpynne aHnpponymaba 6oina Bbiie 40NA NALUEHTOB C yaydlieHMeM oueHOK SLEDAI-2K B ;someHax KOXU U CAU3UCTbIX
060/104eK, KOCTHO-MbILLIEYHOMU CUCTEMbI U UMMYHO/IOTMYECKUX HAapYLLUEHWNIA; CXOAHbIEe pe3ybTaTbl OTMEYAIUCh B peXKe NoparKkaemMblX JOMeHax

SLEDAI-2K = Systemic Lupus Erythematosus Disease Activity Index 2000, - UHAEKC oueHKM akTuBHoCTM CKB 2000, CKB — ccTemHasn KpacHas BOYaHKa. . .
4 TTauMeHTbl, KOTOPbIE MPUMEHSIN OrPaHUYEHHbIE MPOTOKO/IOM JIEKAPCTBEHHbIE MPenapaThbl B 033X, MPeBbIWatoLWLNX pa3pelleHHble MPOTOKOIOM, @ TaK}Ke NaLMEeHTbI C OCPOYHOM OTMEHOM aHMbpoaymaba pacLeHMBaanCh Kak

C/lyyam OTCYTCTBMA OTBETA Ha NedeHue. YacToTy oTeeTa SLEDAI-2K paccunTbiBanm ¢ UCNOb30BaHWEM CTpaTUdULMpPOBaHHOro meToga KoxpaHa — MaHTens — leHsens. P U3 uccneoBaHUii UCKNIOYANIUC NALMEHTbI C TAKE/bIM
AKTUBHbIM BOTYAHOUYHbBIM HEPPUTOM U TAXKEbIMU aKTUBHBIMM MPOABNEHUAMM CO CTOPOHbI LLeHTPasIbHOM HEPBHOW cncTeMbl. © MIcKNtoYasa noBbllLeHMe TemMnepaTypbl.

Morand EF, et al. CteHzoBbIi goknag 1828. MNpeacTaBieHO Ha BUPTYya/lbHOM EXKErogHoOM cobpaHum AMepUKaHCKOM Koinernm peematonoros; 5—-9 Hoabpa 2020 r. M3 anyHoro apxmea aBTopa Hocosoli E.I., KypraHckas obnactHas
KAMHUYecKkan bonbHULa,r. Kypran, 2023r
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YcTon4mBoe CHMXeHUe O03bl IMIOKOKOPTUKOCTEPOUOOB Ha Hegene 52
NceneposanHuna TULIP-1 n TULIP-2

[ona naumeHToB ¢ ycToiumsbim cHxeHunem ao3bl FKC go < 7,5 mr/cyt® c Heaenmn 40-52°

TULIP-22¢

Pa3HocTb: 16,7% Pa3HocTb: 21,2%
70 - 95% AN: 3,5-29,8 70 - 95% AN: 6,8-35,7
HomuHanbHoe P = 0,013 P=0,01
60 -~ 60
x X
g 20 7 s 50 T
o o
z £
s 40 - % 40
© (]
E c
= 30 A = 30
=] ]
g =
20 -+ 20
10 - 10 -
0 - 0-
Anndponymab 300 mr Mnaue6o AHndponymat 300 mr Mnaue6o
n =103 n=102 n=87 n=83

Mo cpaBHeHuto ¢ nnauyebo, B rpynne aHnpponymaba 6bi1a Bbile J0NA NALUEHTOB C YCTOMUMBDLIM CHUXKEHUEM [,03bl [NTI0KOKOPTUKOCTEPOUA0B

[N — noseputenbHblii MHTepBan, FKC - rIoKOKOPTUKOCTEPOUAbI
2 [peiHU30H UK IKBMBANEHT. ® Cpeayn NaLMeHTOB, MCXOAHO NOJTYYaBLIMX 4,03y NpeaHMU30Ha = 10 Mr/cyT UK 3KBUBANEHTHYIO. ¢ MpeacTaBaeHbl AaHHble aHan3a C U3MEHEHHbIMM NPaBUIaMM OrpaHUYEHMA IeKaPCTBEHHbIX NPenapaTos.

4 MocKonbKy NepsMyHan KoHeuHasa Touka uccnegosanmna TULIP-1, oteeT SRI(4) Ha Hegene 52, He 6bina KNMHUYECKM 3HaUYMMOM, GOpMasibHble CPaBHEHUA AaHHbIX ANA YCTOMNYMBOrO CHUMEHWA A03bl [TIOKOKOPTUKOMAOB HE NPOBOANIUCS.
Bcneacteue aToro aaHHble ana nccnenoanma TULIP-1 HOCAT onvcaTeibHbIM XapaKTep M 3HauyeHue P ABASETCS HOMUHA/bHbIM. © [TOKa3aTeIn YacToTbl OTBETA, PAa3IMYMA MEXAY rpynnamm neyeHus, cooTseTctaytowme 95% AN v 3HayeHus P
paccumMTbIBaNM NO CTPAaTUPULMpPOBAHHOMY MeToay KoxpaHa — MaHTena — leH3ens, rae dakTopamu cTpaTUPUKALLMM CYKUAN MHAEKC akTuBHOCTU CKB-2000 Npu CKPUHUHTE, NCXOAHAs [,03a IIFOKOKOPTUKOUAO0B M CTATyC CUTHATYyPbl FTEHOB
MHTepdepoHa | TMna npu ckpuHuHre. M3 anyHoro apxmea aBTopa Hocosow E.I., KypraHckas obnacTHas KnvHuyeckas 6onbHuua,r. KypraH, 2023r

1. Furie RA, et al. Lancet Rheumatol. 2019;1:€208—€219. 2. Morand EF, et al. N Engl J Med. 2020;382:211-221.



KonnyecTtso 060CTpeHUn Npmn YyCTOMYMBOM CHUXKEHUN O03bl
[MHOKOKOPTUKOCTEPOUOB

MauueHTbl, McxogHo nonyyaslme MKC B gose 2 10 MI/CyT, y KOTOpbIX OTCYTCTBOBaM 060CTPEeHUA NpU CHUXKEHUU A03bl (%)>°
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MauymeHTbl, %
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0 .
AHndponymab 300 mr Mnauebo
(n=190) (n=185)

[lonAa naumneHTOoB, C yaauHoM NnonbiTKoK cHU3UTbL Ao3y NKC ao < 7,5 mr/cyTku 6e3 passutua obocrpeHus, 6bina Bbiwwe B rpynne aHupponymaba no
CpaBHEHMIO C rpynnoii nnauye6o

['KC - rntoKoKkopTUKOCTEPOUAbI

[aHHble HOCAT OnuMcaTe/IbHbIM XapaKTep, MOCKO/IbKY NOJIyYeHbl B aNOCTEPUOPHOM aHaM3e 06beANHEHHbIX pe3ybTaToB uccnenosanHmii TULIP-1 n TULIP-2.2 O6ocTpeHns onpeaensanmcb Kak Haamume > 1 HoBOM OUeHKM A Ans JOMEHOB
opraHoBs BILAG-2004 nnu > 2 HOBbIX OLEHOK B ana aomeHoB opraHos BILAG-2004 no cpaBHEHMIO € NpeaplayLiMm Busntom. ® Onpeaenanoch Kak 403a FIOKOKOPTUKOMAO0B < 7,5 Mr/CyTKM NPeaHU30Ha UM 3KBUBANEHT, NOAAEPKMBAEMas C

Hegenn 40-52 y nauMeHTOB, UCXOAHO MOyYaBLwmx Ao3y = 10 mr/cyTku. M3 nnuHoro apxusa asTopa Hocosolt E.I., KypraHckas o6nacTHas KanHuyeckas 6obHMua,r. KypraH, 20231
7 Furie R, et al. Lupus. 2021;30:1254-1263.
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NHdekunm
ObbegunHeHHble naHHble MUSE, TULIP-1 n TULIP-2

YacToTa cepbe3HbIX HEONMMOPTYHUCTUYECKMX UH(EeKLMIA Bbila CXOQHOM MeXAy rpynnamMm nevyeHus
(4,8% B rpynne aHudponymaba n 5,6% B rpynne nnauebo)

NHdeKuum, Kotopble BOSHUKAU Y > 2% NaLUeHTOB, NO/yYaBLUMX AHndpponymab 300 mr (n =
MpuunHamm obero pasnuuus aHudpponymab, n (%) 459)
4acToTbl MHpeKUN Mexay Bce MHdeKLMM | 320 (69,7) | 258 (55,4)
rpynnamu 6binu:
b
* VHdeKkumn abixaTenbHbIX NyTen Hasogapuhrut | 75 (16,3) | 44 (9,4)
(nerkon n cpegHen cTeneHn), MHbeKUMA BEPXHUX AbIXaTesIbHbIX nyTenP | 71 (15,5) | 45 (9,7)
NCKIo4as NHeBMOHWIO NHbeKuMa MoyeBbIBOAALMX NyTel | 55 (12,0) | 63 (13,5)
* OnoscbiBaoLwmi nuwan (B BpoHXUTP | 45 (9,8) | 20 (4,3)
OCHOBHOM J1€rKOW 1 CpeaHe OnoscbiBatoLWmMit Anwan® | 28 (6,1) | 6(1,3)
cTeneHun, KoxkHas doopma)
CuHyCUT | 24 (5,2) | 24 (5,2)
dapuHruT | 21 (4,6) | 17 (3,6)
- lepnec nonoctu pta | 17 (3,7) | 12 (2,6)
NMHeBMOHMA cTana NpUYNHON ABYX
criy4yaeB CMepTU B rpynne MHeBMOHMA | 15 (3,3) | 13 (2,8)
aHucponymaba NHbeKums abixaTenbHbIx nyTen | 14 (3,1) | 2(0,4)
(oAnH 13 KoTopbIX 6bIJ'IvI'IpI/I3HaH FacTposHTepUT | 13 (2,8) | 14 (3,0)
CBsi3aHHbIM C Tepanuen
aHudponymabom) fpunn | 12 (2,6) | 9(1,9)
FaCTPO3HTEPUT (BUPYCHDIN) | 11 (2,4) | 7 (1,5)

BONbWWHCTBO UHDEKL U MUMENU NIETKYI0 UNN CPeSHIOI CTENEHDb TAXKECTU, He KNaccupULMPOBaANIUCh KaK Cepbe3Hbie U He NPUBOAUAN K OTMEHEe
Tepanuu

3 HA kogupoBanuck c ucnosbzosaHmem MedDRA Bepcun 22.1. HA B nepuoae neyeHua onpenenanocb Kak HA ¢ gatolt Hayana B 4eHb UM NOC/e AHA BBEAEHUA NepBoOM A03bl aHUbpoaymaba nav nnauebo u B AeHb UK A0 AHA
BBEAEHNA NocaeHen Ao3bl aHndpoaymaba nam nnauebo natoc 28 aHen. P HA, vawe BosHuKaowme Ha GoHe NpuMeHeHna aHndpoymaba no cpaBHeHMIo ¢ Nnauebo (pa3HocTb = 5%, MK ¢ YacToTol B rpynne aHudponymaba > 5% un
Kak MMHMMYM B ABa pa3a BbilWwe, Yem B rpynne nnauebo). HA — HexkenaTenbHoe aBneHune M3 anyHoro apxmea aBtopa Hocosow E.T., KypraHckas obnacTHasa KnMHuyeckas 6onbHuua,r. KypraH, 2023r

Tummala R, et al. Lupus Sci Med. 2021;8:e000464.



TULIP LTE — 3TO nepBoOe npoasieHHoe nnauedboKoHTponmpyemoe
nccnepgosaHne aHucgpponymaba B CKB

B cpaBHeHuUu ¢ nnauedo aHudponymab npoaeMoHCTpUpoBarn.

"l HenameHHbIN Ha NPOTSKeHUM 4-X neT HabnageHns npodusie 6e3onacHOCTU

[TocTOsAHHOE yCcTOMYMBOE Ha NPOTAXEHUN 4-X JIET CHUXKEHNE aKTUBHOCTU MNO
SLEDAI-2K u cpegHen go3bl 'KC y nauneHToB rpynnbl aHuponymaba

Y 74.4% nauneHToB NosyydaBLlUMX aHndporymab yganocb CHU3UTb U yaepXaTb Ha NPOTsKeHUN
4 net pody 'KC 0<5 mr/cyT

['KC - rntoKOKopTUKOCTEPOU DI
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Kalunian KC, et al. Arthritis Rheumatol. 2022.



MOHUTOPUHI COrfacHo cTpaTternn «fiedeHne 0o gocTmkeHua uenmy» B tepanumn CKB

MepBbIK 3Tan BTtopowu aTan Tpetnn atan

CoxpaHsLwasnca KnmHn4eckas
peMnccusa UM HU3Kas akTUBHOCTb

CHMXeHue Ao3bl U

OcHoBHas uenb CHmXeHne u OTMeHa
Crparerns Tepanum oTmeHa MKC MMMYHOCYNpPecCaHToB
Tepanuu
aAKTHBHOU
CKB AnbTepHaTUBHas
uernb - Chkenme FKC CHWXeHue Ao03bl
Tepanum MMMYHOCYNPECCaHTOB

" OueHKka* akTUBHOCTU OueHka* akTUBHOCTHU
OueHka* akTUBHOCTM
1 pa3B 1 pa3B
1 pas B 1-3 mecsua
3 mecsiua 6 mecsiueB

*OueHKa gonxkHa npoBoantbea NKC — rntokokopTuKocTepounabl, CKB — cuctemHas KpacHas BonvaHKa, SLEDAI — nHaeKc oueHKu aktuBHocTu CKB M3 anyHoro apxmea aBTopa HocoBoli E.T., KypraHckas
obnacTHas KAnHMYeckana 6bonbHULa,r. Kypran, 2023r AgantupoBsaHo 13 cTatbu Gatto, M., Zen, M., laccarino, L. et al. New therapeutic strategies in systemic lupus erythematosus management. Nat
50 Rev Rheumatol 15, 30-48 (2019).



KnnHnyeckne cnyvyam u3 peanbHOM NpakTUKn®

= HaTtanbs, 32 roga* Onbra, 54 ropa* Mapwus, 41 rog*
t | -] D,osa NKC PedpakTepHoe CpepgHeTsikenas
= 27,5 mricyT TeyeHne CKB CKB c
| Ha hoHe yXyALUeHUuem
_ ’ﬂ% CTaHAapPTHOM KayecTBa XU3HU
' Tepanum
Vmsi 1 nsobpaxeHne Ha choTorpacunt He COOTBETCTBYIOT Mmsi 1 nsoBpaxenne Ha doTorpadum He COOTBETCTBYIOT Vimst v nsoBpaxenme Ha doTorpacbiit He COOTBETCTBYIOT

pearnbHOMy nauneHTy peanbHOMY MauneHTy PEaNEHOMYINISCHERTVE

Pa36op

Pa36op Pa36op

KIIMHUNYEeCKOro
cnyydyas

KIIMHUN4YeCcKoro
cnyydyas

KnunHun4yeckKoro
cnydyas

*MMNoTeTUYeCKMN NaLUeHT

51 KC — rntokokopTukoctepounbl; CKB — cuctemHas KpacHaa BoNYaHKa
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[TaumeHTKa 13 KNMHUYECKon NpakTukn®

OwvarHos u TeKyLwimm ctatyc

msi n nsobpaxeHue Ha oTorpacumn
He COOTBETCTBYIOT pearnbHOMy NaLneHTy

KMIMHUYECKAA KAPTUHA

* MakynonanynesHas cbinb * Hespo3uBHbIN NONUMapTpuT «  dubpomuantvis
Ha nuue n rpyam KMCTEWN N KONEHHbIX CyCTaBOB «  ApTepvanbHas rMnepTeHsms
+ bynnesHas cbinb Ha rpyam » Bonb 1 npunyxnocTtb cycTaBoB « CaxapHblil guabeT 2-ro Tvna
N KOHEYHOCTAX * [loBblWeHHast yTOMNAEMOCTb « [Jenpeccys
* Anoneuus + CybdebpunbHas TemnepaTypa

*  #3BEeHHbIN cTOMAaTUT

OueHkKa Bpayva

Y nayueHmku omme4dyaemcs 6os1b 6 cycmaeax,
ymomJisieMoCcmab, denpeccu;l u HapyuweHue CHa

CpenoHeTtsxenaa CKB, ansa koHTpona aktuBHocTtu - NKC 2 7,5 mr/cyTt

OnbIT NpUMEHEeHNA Y KOHKPETHOro nauneHTa, MOXeT OTNIn4aTbCA OT NMPUMEHEHUA y ApYyrux naumeHToB

CONyYTCTBYHOLWHUE 3ABOJIEBAHUA

>

AN N N N N RN

PE3YJIbTATbI JIABOPATOPHbIX
WCCNEAOBAHUA HA MOMEHT
NMOCTAHOBKU ANATHO3A

AH®: 1:2560

emorno6bwuH (9,2 r/an)

NenkoneHus (nenkoumnTsl: 2,8 x 10°/n)
Jinmdpouutsl (0,50 mm/gn)

TpomboumnTtoneHus (TpomGounTsl: 110 x 10°%/n)
AHTU-acOHK (120 ME/mn)

Huskoe coaepxaHne KOMMOHEHTOB CUCTEMBI
komnnemeHta (C;: 18 mr/an, C,: 6 mr/an)

*T'ynoteTnyeckuii naumeHT; AH® — aHTuHykneapHble aHTUTena; C — cuctema komnnemeHnTa; AHTu-acHK — aHtutena k gpyxcnupanesHon OHK; FTKC — rntokokopTukoctepouabl; (M)r/an — (MMnu)rpaMM Ha SeLUnuTp;

ME — mexgyHapoaHble eaunHnbl; CKB — cucTemMHas kpacHas BonyaHka.




AHamMHe3s”

Nmsa 1 nsobpaxkeHune Ha poTorpacmt He COOTBETCTBYIOT peasibHOMY MauueHTy

Hatanbsa

CKB c aBr 2020 .

OueHka Bpava

AxkTnBHas CKB c HegocTtaTo4yHbIM oTBeTOM Ha CT;

NKC 2 7,5 mr/cyT

OnbIT NPUMEHEHUA Y KOHKPETHOro nauneHTa, MOXeT OTNN4YaTbCA OT NMPUMEHEHUA y OpYruX OTAeSbHbIX NalneHTOoB

Kypc neyeHus
®

® ®
O ABrycT 2020 r. A MpepwecTtByrowan tepanus CKBt A C Hosa0psAa 2021 r. no AHBapb 2022 T.
v 4 A d o/
MocTaBneH AnarHos * M'MAPOKCUXIOPOXUH « MukochbeHonaTta mocpeTun
cpeaHeTshkenon CKB * MukodeHonaTta mocpeTun * MTMApPOKCUXITOPOXUH
* MeTunnpeaHM3o0noH * NMpeaHn3sonoH, 10 mr/cyT
- Benumyma6b « CA®HEIO®, 300 mr nytem B/B
* NMpeaHunsonoH 10-30 mr/cyT NHy3um 1 p/4 Hen
[ [ J [ J

OTBeT Ha Tepanuio onpegendricd ¢ noMoLlbHo KITMHNYECKOM OLEHKM N OTYeTa, NnoJTy4eHHOro OT Jiedallero spava.
@) Kypce ne4vyeHund coobwan Bpay,; 3a Habngaembin nepunon spemMmeHun cpaBHeHne MeETOO0B Jle4EHUA HE NMPOBOOUSIN.

*TunoteTnyeckuin naumneHT. ﬂpe,ElLIJeCTBy}OLIJ,aH Tepanua CKB cocTosina, kak MWHUMYM, N3 OOHOro Unu KOMBUHaLum nepevyncneHHbIX npenapaTos.

'KC — roKOKOPTUKOCTEPOUALI; B/B — BHYTPUBEHHO/BHYTPUBEHHbIN; CKB — crcTeMHas kpacHas Bonyaxka; CT — cTaHaapTHas Tepanus

MHCTPYKUMA MO MeAMUMHCKOMY NPUMEHEHMIO IekapcTBeHHoro npenapata CAOHE/IO®, 300 mr (KOHUEHTpaT A4/19 NPUroTOBEeHMA pacTBopa A8 uHdy3uit). PeructpaumoHHoe yaoctosepeHue J1M-Ne(001857)-(Pr-RU) ot 27.02.2023 r.
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Ctoukoe cHuxeHue ao3bl NKC B 3 KNUHMNYeCcKnx
nccnepoBaHuax!-3

Ao3y NKC cHuxanu go < 7,5 mr/cyT, ycToM4YMBOe CHUXEHUe [03bl coxpaHsanochk ¢ 40-1 no 52-10 Hegento™ T

KntoueBasi BTopuyHasi BropuuHas BTopuyHas
. KOHe4YHas Toukal? KOHe4Hast Toukas+ KoHeYHas Touka*$§
50
52 %

~ 40 Pa3nuua 21 % 49 % 5 170,
< (95 % [V: 6,8-35,7) asnnua 17 %
E 30 : (95 % [IV1: 12,8-46,8)
ds;_ 30 % 32 /0
&
= 20

10

0

n =387 n=283 n=103 n=102
B cA®HENO®, 300 mr+CT [ NMnaue6o +CT

* CT Bkntoyana nmbo oauH 13, nnbo koMOuHaLMIO creayoLwmx npenapaTos: NPOTMBOMAanspUiiHble npenapaThbl, UIMMYHOAEMNPECCaHTbl, HECTepoMaHbIE NPOTMBOBOCMNANUTENbHbIE Npenapatsl (aAns uccnegosanuin TULIP-1 n TULIP-2) u (unn)
[KC1-356, T BkntoyeHbl TONbKO NauMeHTbl ¢ ncxofHoi fosor FKC = 10 mr/cyTl34, ¥ MNMepBuyHan koHeuHasi Touka uccnegosanus TULIP-1, nHgekc otBeTa Ha Tepanuto CKB (SRI-4) Ha 52-ii Hegene, 6bina He3Ha4YMMoii; AaHHble O BTOPUYHOM
KOHEYHOW TOUKe B BUAE COXPaHEHUs MpUMeHeHust cHuxkeHHow o3kl FTKC go < 7,5 mr/cyt ¢ 40-11 no 52-t0 Heernto Gbinu CKOPPEKTUPOBaHbI C NONPaBKON Ha MHOXECTBEHHOCTb; AaHHbIE NMOMyYeHbl B pe3ynbTaTe aHanunsa U3MeHeHns npaBur
NpUMEHeHVs1 NpenapaToB, UCMOMNb3YeMbIX C orpaHndeHnamu’3, § MepBrUYHOM KOHEYHOI Toukol nccneaoBaHust MUSE 6bina koMBuHMpoBaHHas oueHka no uHaekcy SRI-4 u yctonumsoe cHukeHne fo3sbl FKC (cHukeHue o < 10 mr/cyT u

< pose KC Ha 1-i1 Hefene, coxpaHstolieecst B TeyeHne 12 Hepenb), onpeaensemblie Ha 24-i Hefene; BTOPUYHbIE KOHEYHbIE TOUKY He Bblni CKOPPEKTUPOBaHbI MO MHOXECTBEHHOCTU, U pe3yfibTaTbl HOCAT TOSbKO ONMcaTemNbHbIA XapakTeps.
IOW — poseputenbHbivi nHTepan; F'KC — rniokokopTukocTepouapbl; MUSE — nccnegoBanve no npumeHennto MEDI-546 y nauneHToB ¢ CKB; SRI-4 — uHgekc otBeTa Ha Tepanuio CKB; CT — crangapTHas Tepanusi; TULIP —
nccnefoBaHne NneyYeHns HEKOHTPONVPYEMOW BOMYaHKN Yepe3 BINSHWE Ha CUTHamMbHbIN MyTb MHTEPdEepOoHa.

1. VIHCTpYKUMSi MO MeAMLMHCKOMY NMPUMEHEHWIO NekapcTBeHHoro npenapata CAGHESO®, 300 Mr (KOHLEHTpaT Ansi NPUroTOBIIEHUs pacTBopa Ans HAy3uid). PernctpaumnoHHoe ynoctoseperue J1M-Ne(001857)-(PM-RU) ot 27.02.2023 r. 2.
Morand EF, et al. N Engl J Med. 2020;382(3):211-221. 3. Furie RA, et al. Lancet Rheumatol. 2019;1(4):e208-e219. 4. Tanaka Y, et al. Mod Rheumatol. 2021;31(1):1-12. 5. Morand EF, et al. N Engl J Med. 2020;382(3):211-@'27/2025
[ononHuTtensHoe npunoxeHne. 6. Furie R, et al. Arthritis Rheumatol. 2017;69(2):376-386.



CADHENO®: cHmxeHune 4yacToTbl 060CcTPEeHMN 3

TULIP-2 YMeHblUeHue cpefHerofoBoro KonmyecTtsa oboctpeHnin®'a : 0,43 s rpynne CA®HENO®, 300 mr+ CT
(n = 180) B cpaBHeHuu ¢ 0,64 gns rpynnel nnauedo +CT (n = 182); OP: 0,67 (95 % [W: 0,48—0,94)

BropuuHas AnoCTepnopHbIN aHanna no nogrpynnam no gaHHeiM TULIP-2 cpean naumneHToB
KOHeYHasi TouKa c ycTonuyuBbiM cHuXeHuem no3bl N’KC go <7.5 mr/cyT Ha Hepensix ¢ 40 no 5223

Cpeaun naumeHToB Ha CAPHEJO®
OOCTUTLLMX YCTOMYMBOIO CHUXKEHUS
KC (n=45),

CADHENO®
300 Mmr + CT
n=45

78 % 22 %

0 obocTpeHumn > 1 06oCTpeHus

~y 8 u3 10
n=25 0 06oCTpeHNit > 1 060CTpeHus He 6':)”10 OGOCTpeH n ﬁ

Mnaue6o+ CT 48 % 52 %

AHanmM3 HOCUT onucaTenbHbIV XapakTep.

OueHka NpoBoaMnace no BILAG-2004b Mo cpaBHEHWIO ¢ ~1 13 2 NauneHToB, nonyyaBwmx Tonbko CT (n = 25)23.F

* B uccneposanum TULIP-2 CT Bkntovana oanH U HECKOSbKO NobbIX CrieaytoLmnx npenapaTos: npoTmBoManspuiiHble npenapatsl (70 %), immyHoaenpeccaHTbl (48 %), HecTeponaHble NpoTUBOBOCNANUTENbHbLIE NpenapaTsl (24 %) n
(nnmn) TKC (81 %). MaumeHTbl npogomkanu nony4yate Tekylyto Tepanuio CKB B cTaHaapTHbIX Ao3ax, 3a ucknoveHnem MKC (npeaHW300H Unu akBUBAneHT), 403y KOTOPOro NOCTENEHHO CHUXanu B COOTBETCTBUM C NPOTOKONoM*S.
aPe3ynbTaTbl HE AOCTUIMN CTaTUCTUYECKOI 3HaYMmocTu. POBocTpeHne onpeaensanock kak 21 HoBoe nposisneHne BILAG-2004 A (Tspkenoe) unv 22 HoBbIx NposieieHust BILAG-2004 B (cpeaHee) no cpaBHEHUIO C NpeablayLiMm BU3UTOM. 3
T Nons nauneHToB ¢ focTtkeHnem fo3bl FKC < 7,5 mr/cyT k 40-i1 Hefene, KoTopasi coxpaHsinack no 52-i Hegento B NOArpynne nauneHToB ¢ ncxogHon gosoi MKC = 10 mr/cyt.t
BILAG-2004 — BpuTtaHckas rpynna no u3y4eHuo CUCTEMHOM KpacHomn BonyaHku, 2004 r. I — nosepuTenbHbin HTepsan; FKC — rmokokopTrkocTepoua; OP — oTHoweHwne pucko; CT — ctaHpgapTtHasa Tepanus; TULIP —
nccnefoBaHue NeyYeHns HEKOHTPONMPYEMOW BOMYaHKN Yepe3 BNNSIHME Ha CUrHamnbHbIN NyTb MHTEPdEPOHa. “*He 3aperncTpmMpoBaH Ha Tepputopumn PO.
1. Morand EF, et al. N Engl J Med. 2020;382(3):211-221. 2. Furie RA, et al. Lupus. 2021;30(8):1254-1263. 3. Furie RA, et al. Lupus. 2021;30(8):1254-1263. JononHuTenbHoe npunoxexue. 4. Morand EF, et al.
N Engl J Med. 2020;382(3):211-221. [JononHuTenbHoe npunoxexue. 5. UIHCTPyKUMa No MeanLMHCKOMY NpUMeHeHUto nekapcTBeHHoro npenapata CA®HENO®, 300 mr (KoHUEeHTpaT Afs NPUroTOBIIeHUs: pacTBopa Ans UHAY3Ui).

55 PervctpauymonHoe yaooctosepenme JM-Ne(001857)-(PT-RU) ot 27.02.2023 r 3/27/2025



CADHEJIO®: peanbHaa KNnMHMYecKkas npakTuka —
nopaXeHme KOXu U CIIU3NCTbIX

HaTtanba*

CKB c aBr 2020 r

Wvst n n3oBpaxeHre Ha hoTorpacuy He COOTBETCTBYIOT pearibHoMy nauue

YMEHbLUEHNE CUMNTOMOB MOPAXEHUS KOXN U
CnM3KnCTbIX (CbiNb Ha Nuue B dopme 6abouku,

Koxa u cnusucrble
00O00UKU

OynnesHas cbifb U A3BEHHbIN CTOMaTUT)

Hos6pb 2021 r.: 2 A3Bbl

Anpenb 2022 r.: O F|3B'

OTBeT Ha Tepanuko onpenenancda ¢ noMoLLbro KITMHUNYECKOW OLIEHKN N OTYETa, norny4eHHOoro ot fevatllero Bpava

*FMnoTeTnyecknin nauneHT



CADHEJIO®: peanbHasa KnNnnHMYecKkas npakTuka —
bilLUeYHbIe NMPOABIIEHUS

NeHnn.*

yrX naumeHToB
Vmsa 1 nsobpaxel

Hosbpb 2021, konuyecTBO
BOBJIeYEHHbIX CyCTaBOB
[Mpunyxwwne cyctasbl: 6
bonesHeHHble cycTaBbl: 8

Anpenb 2022, KonuyecTBO
BOBJIe4YEeHHbIX CyCTaBOB
[Mpunyxwwne cyctasbl: 0
BonesHeHHbIe cycTaBbl: 2

KoCcTHO-MbILWEeYHbIe
nposiBneHus

OTBeT Ha Tepanuio onpeaenAancd ¢ noMoLlbio KITMHMYECKOWN OLIEHKM N OTYETA, NnoJty4eHHOoro ot Jievallero Bpayva.

*MnoTeTnyecknii nauneHT



CADHENO®: peanbHasa KNMHMUYecKasa NpakTUKa —
DPHbIE NoKa3arenu

OueHKa COCTOSAHUA NauneHTa Bpa4yoOM.

YnyJweHue pe3ynbTaTtoB NnabopaTopHbIX MCcneaoBaHNN™,

I OnbIT NPUMEHEHNS Y KOHKPETHOTO MaLMEHTa, MOXET OTIIMYATLCS OT MPUMEHEHMS TUX NalveHTOoB
VMsi n n3oBpaxeHue Ha dhoTorpadun He COOTBETCTBYIOT peanbHOMY MaLueHTy B y 2 u ’ 2 Y Apy |

Hosbpb 2021 r. Anpenb 2022 .

*= [emorno6uH: 11,4 mr/an, TpomGoumnThl: 124 x 109/

= Jlenkountbl: 3,2 x 10°%/n, numdouunTsl 1,1 x 109/

= CPB: 2.1 mr/an

» MoueBunHa kpoBu: 6 mr/an, KpeatnHuH coi: 0,68 mr/an,
pCK®: 77 mn/MuH

= OAM: Benok/kpeaTuHnH — 0, 3pUTPOLUTLI — OTCYT,
NenKkounTbl — OTCYT.

Femorno6uH: 9,2 mr/an, TpomboumnTbl: 98 x 109/n
NenkounTsl: 2,1 x 10°%/n, numdounTtsl 0,9 x 10%n

CPB: 2,8 mr/gn

MoueBuHa kpoBu: 6 mr/an, KpeatnHuH cbiB.: 0,68 mr/gn,
pCK®: 79 mn/MuH

= OAM: benok/kpeaTUHUH — 0, 3pUTPOLUTLI — OTCYT,
NEeNKoUNTbl — OTCYT.

= ACT: 20 Ea/n, ANNT: 13 ME/n = ACT: 20 Ea/n, ANIT: 13 ME/n

= A-acOHK: 67 ME/mn = A-pcOHK: 45 ME/mn

= Cj: 44 mr/pn (83—-240), C,: 8 ME/gn (13-60) = C;: 89 mr/an (83—-240), C,: 12 ME/an (13-60)
. ——— —

OTBeT Ha Tepanuko onpegenAanca ¢ noMoLbio KIMMHMYECKOWN OLIEHKM N OTYETa, Nnony4YeHHOro OT Jievallero Bpayva.

* TMNOTETUYECKUIA NaLNEHT.
AJIT — anaHuHamuHoTpaHcdepasa; A-gcOHK — antutena k ayxcnunpansHoii HK; ACT — acnaptatamuHoTpaHcdepasa; C — KOMMOHEHT CUCTEMbI KOMMIIEMEHTA; CbIB—CbIBOPOTOUHBIN; CPB — C-peakTuBHbI 6emok;

pCK® — pacueTHasi ckopocTb knyboukosor dunstpauum; OAM — obLuMin aHann3 Moyw.



Uctopusa neyenun CKB y Hatanbu®

OueHKa COCTOSIHMSA NnauueHTa BpavyoMm:
Mocne nocteneHHOro cHmxeHus ao3bl FKC

00ocTpeHuna 3aboneBaHNA He HABMKOAANOCH (o coctostuio Ha anpens 2022 1),

OnbIT NMPUMEHEHUA Y KOHKPETHOIo nauneHTa, MOXeT OTSIMYaTbCA OT MPUMEHEHUA Yy APYyrux nauneHToB

Nmsa 1 nsobpakeHune Ha poTorpacdm He COOTBETCTBYHOT peasibHOMY MauueHTy

Kypc neyeHus

ABryct 2020 r. {I‘npeﬂ,LUGCTBy}OUJ,aFI Tepanusa CKBTL C Hosa6psa 2021 r. no ssHBapb 2022 r,.C cdeBpansa no anpens 2022 r.J)
\

J o/ 7 s
NMocTtaBneH gnarHos + M'MAPOKCUXNOPOXUH * MukocpeHonarta mocpeTun * MukodeHonaTta modeTun
CpeaHeTsXenoun * MukocpeHonata mocpeTun * 'mapokcmxnopoxuH * MMAPOKCUXINOPOXUH
CKB * MeTMnnpegHW30MNOH * NMpeaHusonoH10 mr/cyT « MpeaHN30mMoH 2,5 Mr/cyT
* Bennmyma6b « CA®HEJO®, 300 mr nytem B/B - CA®HENO®, 300 Mr nyTem
* NMpepaHnsonon10-30 mr/cyT nHopy3umn 1 p/4 Hen B/B UHGy3un 1 p/4 Hen
YMeHbLueHne cTeneHu Ho3sa NKC G6bina cHuxer
® ® . aKTMBHOCTU 3aboneBaHus ! 15 mr/cyT B i

OTBeT Ha Tepanuko onpeaendrica ¢ noMoLbio KITMHUYECKOM OLLEHKN N OT4YeTa, nony4YeHHOro oT Jievyaulero Bpava.

* M'mnoTeTnyeckmin naunenT T Tepanua CKB cocTosina kak MUHMMYM 13 O4HOTO npenapaTta unu noboi kombuHaumm npenapaToB. [KC — rioKOKOPTUKOCTEPOUIbI; B/B — BHYTPUBEHHO/BHYTPUBEHHBIN;
CKB — cucteMHas kpacHasi Bom4yaHka.



CADHENNOP®: peanbHaa KNnMHU4YecKas npakTuka —
Ka4yeCcTBO XXU3HU, CBA3aHHOE CO 340POBbLEM

OnbIT NPUMEHEHUA Y KOHKPETHOrO nauMeHTa, MOXET OTNN4YaTbCA OT MPUMEHEHNA Y APYrnxX NauneHToB

Vmsi n nsobpaxeHnne Ha poTorpachum He
COOTBETCTBYIOT pearibHoOMy NaLueHTy

WHaeKc HapylleHUs Xn3HeaeATeNnbHOCTH Bofb N0 ONPOCHMKY
no onpocHuky HAQ' HAQ#

Hos6pb 2021 r.:
OuyeHb cunbHas 6orb

Hosbpb 2021 r.:
HapyweHus cpegHen
NN TSHKENOW CTeneHun

Anpenb 2022 r.:
HapyLweHuna nerkowu
NN cpeaHeun cTeneHu

Anpenb 2022 r.:
bonb cpegHen nnu
TSXKENon cTeneHu

* FunoTeTnyeckwii naumeHT tYiHAeKe HapyLueHus xusHegesTensHocTy no onpocHuky HAQ ot 0 o 1 06bl4HO cunTaeTcs nokasatenem HeGOMbLUMX UMK YMePEHHbIX HapYLIEHWIA, OT 1 [0 2 — noka3aTeneM yMepeHHbIX
UMW CUMbHbIX HAPYLLIEHUI 1 OT 2 A0 3 — MoKa3aTeNneM TSXKENbIX U O4eHb Tshkenbix HapyLleHwuiit *OueHka 6onv HAQ npefcTaensieT coboi BU3yanbHyo aHanoroByto Lwkany, npeaHasHaueHHyto Ans nonyyeHust
[aHHbIX O HAMYUM UNK OTCYTCTBUW CBSA3AHHOM C apTpuToM Gonm 1 ee TsxkecTun oT 0 (oTcyTcTBre Gonm) Ao 10 (6onb HACTONBbKO CUMbHAs, HACKOIbKO MOXHO cebe npeacTaBuTb)L2.

HAQ — OMPOCHVK Arsi OLLeHKN COCTOSIHUS 3[0POBbS @
1. Bruce B, et al. Health Qual Life Outcomes. 2003;1:20. 2. Pincus T, et al. Rheum Dis Clin North Am. 2009;35(4):787-798.



A dekT oT nevenus npenapatom CAOPHEJIO®

aHUAl B HECKONMBbKUX OPraHHbIX
TCYTCTBUE 3aperMcTpUpoOBaHHbIX
CKB c aBr 2020 r.

eHun*
Mmsa 1 nsobpaxeHue Ha dpoTorpadmm He COOTBETCTBYHOT pearibHOMY NaLlUeHTy.

ro naumeHTa, MOXeT OTIINYaTbCA OT MPUMEHEHUA y APYrUX NauneHToB

CKOpPpPEeKTUPOBaAH NnaH fe4vyeHus,
n no3a NKC nocteneHHo
nopa)Kel-wle KOXXU U CINMN3NCTDBIX, YMeHbLIJEHa c 15 Mr/cyT

KOCTHO-MbIWeYHble CUMNTOMBI, no 2,5 MTICYT 693 pa3BV|TV|F|
CUCTeMHbIle NMposBJiIeHUsA
ob6ocTpeHus

Bpa4 He BbIsBUN
HeXxenartenbHbIX
SIBNeHUN, NaLueHTKa
TaKXXe O HUX He coobOwiana

w) (§) (4

% A
29

OTBeT Ha Tepanuko onpeaendrica ¢ noMoLbio KITMHUYECKOM OLLEHKN N OT4YeTa, nony4YeHHOro oT Jievyaulero Bpava.

* T'MnoTeTnYecknin naumeHT (?

61 'KC — rniokokopTukocTepounapl



MpumeHeHne npenapata CAOHEJIO®
Ha NnpuMepax KNMHUYECKUxX cnyyaeB*

Onbra* — KNUHUYeCKUN criydam naumeHTKU ¢ pedppakTepHbIM Te4eHNeM
3aboneBaHunsa Ha (poHe TeKywen Tepanmmn CKB

Mms n nsobpaxxeHne Ha potorpadcum He
COOTBETCTBYHOT peanbHOMY NauneHTy.

*funoTeTnyecknin naumneHT.
CKB — cuctemHas kpacHas BonyaHka.



[TaumeHTKa N3 KNMHUYECKOMN NPaAKTUKN

KMIMHUWYECKAA KAPTUHA

Cobinb Ha nuue B dpopme 6aboykn
CbInb B pesyneraTte
doToceHcndunnmsaumnm

BbipaXkeHHbIN A3BEHHbIN CTOMATUT

Anoneuus

CKB c mapTa 2020 r.

Wmsi n |/|306pa>|<eH|/|e Ha cbowrpacbmw He COOTBETCTBYIOT pearibHOMY NauneHTy

AwnarHos n TeKywuun cratyc

CpeaHetsixkenaa CKB ¢ pedpakTepHbIM Te4eHUem
Ha ¢hoHe TeKywen Tepanunt

OnbIT NpUMEeHEeHUA Y KOHKPETHOro nauneHTa, MOXeT OTNN4YaTbCA OT NMPUMEHEHUA y ApYyrux naymMeHToB

deHomeH PenHo

ApTput

[oBbILLEHHAs YTOMNAEMOCTb
Bornb

OueHka Bpava

Cmpadaem om 60s1u u noebIWeHHOU ymomMsiseMocmu, a makxe
ucnbimbieaem denpeccuro, cesizaHHyro ¢ CKB. Kauecmeo Xu3Hu
OUEHEeHO KaK HU3Koe.

CONMyYTCTBYIKOLWUE 3ABOJIEBAHUA

Llennakns

AYyTOUMMYHHbIW TUpeoOUanT

dnbpommnanrus

$

PE3YIIbTATbI IABOPATOPHbIX
WCCNEQOBAHMA HA MOMEHT
NOCTAHOBKU OUATHO3A

AH® 1: 1280 , rpaHynapHbIN
TVN CBEYEHMS

NONOXMUTENbHbIN pe3yrnbTaT Ha
AT k SS-A, AT k SS-B

N aHTUXPOMAaTMHOBLIE aHTUTENA

* TunoTteTnyecknin naumeHt. 'Y naumeHTa Gbina guarHoctupoBaHa cpeaHeTsxenasa CKB B COOTBETCTBMM C knaccudukaumoHHbiMmu kputepuammn EULAR/ACR 2019 roga.

ACR — AwmepukaHckas konnerusi peematosnoroB (American College of Rheumatology); AHA — aHTuMHykneapHble aHTutena; AT kK SS-A — aHTUTena Kk aHTureHy SS-A, accouMmMpoBaHHbIe C CUHOPOMOM
LWerpeHa; AT k SS-B — aHTutena k aHtureHy SS-B, accoummpoBaHHble ¢ cuHapomom LlerpeHa; EULAR — EBponewickuii anbsiHC peBMaTonoruyecknx accounaumn (European Alliance of Associations for
Rheumatology; CKB — cuctemHas kpacHasa BonyaHka.




AHamMmHe3* 1
m OLeHKa COCTOSIHMA NalueHTa Bpauyom

AKTUBHOCTb 3ab6oneBaHus Oblyla HEKOHTPONUPYEMOM.
CumnToMbI 3a6oneBaHnAa y Onbru otMevanmchb exegHeBHO.
-

Vims 1 n3obpaxeHne Ha choTorpacii He COOTBETCTBYIOT pearnbHOMY NauyeHTy OnbIT NPUMEHEHNS Y KOHKPETHOTO NaLMeHTa, MOXET OTNINYATLCA OT NPUMEHEHNS Y APYIVX NauneHToB

Kypc neyeHus

® °
MapTt 2020 r MpenwecTtByowasn Tepanus CKBT C okTAGps no aekabpb 2021 T. ,L C aHBapsa no anpenb 2022 r.8
— ® O O C
OoCTaBrneH AnarHos
cpeaHeTsXenoun * M'MApPOKCUXNOPOXUH * MMApPOKCUXITOPOXUH * MMApPOKCUXNOPOXUH
CKB « NechnyHomup * MpeAHU30Mn0H « CA®HENO®
* AsaTnonpwuH 5-10 mr/cyT 300 mr B BMAe B/B
+ Benumyma6b « CAOHENO® nHdy3umn 1 p/4 Hen
* MpeaHusonoH 5-10 mr/cyT 300 mr B BMAe B/B UHMY3UM
1 p/4 Hep
o °

OTBeT Ha Tepanuio onpeaensncs C MOMOLLbIO KITMHUYECKOWN OLIEHKM 1 OTYeTa, MONy4YeHHOro OT flevallero Bpava.
O Kypce neyeHus cooblian Bpay; 3a Habnogaemblii Nepuoa BpeMeHn cpaBHEHE METOLOB fIe4YeHNsi He NPOBOAUIN.

* [unoTteTnyecknin naumeHT. TTepanua CKB cocTosina kak MUHUMYM 13 1 npenaparta unmu KomeuHauuy npenapaTtos. $ Bpay pekoMeHgoBan nauueHTy nocTeneHHo yMeHbLNTb 403y NpeaHu3onoHa
VIHCTPYKLMA NO MeANLMHCKOMY MPUMEHEHUIO ekapcTBeHHoro npenapata CA®HE/IO®, 300 mr (KOHLEHTpaT ANA NPUroTOBAEHMA pacTBopa ANa MHdY3mit). PernctpaumoHHoe yaoctosepenme J1M-Ne(001857)-(Pr-RU) ot

27.02.2023 . B/B — BHYTPUBEHHO/BHYTPUBEHHbLINA; CKB — cucTeMHasi kpacHasi BonyaHka.



CA®D®HEJIO®: nopaxeHUs KOXU U CIIU3UCTBIX

PeTpocnekTuBHbINM aHann3 o6beanHeHHbIX AaHHbIX nccnegosanHnn TULIP-1 n TULIP-2:
NnauneHTbl C OTBETOM CO CTOPOHbI KOXUN U CIIN3UCTbIX*

BILAG-2004t SLEDAI-2K*

100 - -
: o0 J  Pasnmnuue k 52-it Heaene OTHOCUTENBHO ; 100 ] Paanuuue k 52-1 Hefiene OTHOCUTENbHO
3 § NCXOOHOrO YPOBHS: §_ § 90 NCXOOHOIO YPOBHA:
° g 80 ~ 15,5% (95 % OW: 7,8-23,2) S& g0 15,4% (95 % OW: 8,1-22,6)
oS¢ 70 - T |
&) 8 8\/ 8 g \08 70
SmS 60 - =D -
© 28 54 % Eoql 60 55 %
255 50 - DT gy
o9 3 40 A o ou —
3 4dn 38 % - 5/ 40 39 %
I o 30 - £ < 30
£0 25
§ S © I3 207 :
0 N | | | | | | | | | | | | 0 I | | | | | | | | | | | | |
4 Hepena uccnepoBaHua 52 4 Hepena uccnepoBaHusa 52
CA®HENO®, 300 mr + CT @ MnaueGo + CT CA®HENO®, 300 mr + CT @ Mnaue6o+ CT
Ha 52-i1 Hegene (n/N = 168/315) Ha 52-i1 Hegene (n/N = 119/312) Ha 52-i Hepene (n/N = 190/348) Ha 52-1 Hepene (n/N = 138/351)

Mo matepunanam Morand EF, et al. 2022.

* CT BKAOYaNa OAMH NpenapaT Uan N6y KOMBMHALMIO CreayioLMX NpenapaTos: NPOTUBOManApUiiHbIe NpenapaTthbl, UMMyHoaenpeccaHTbl 1 (namn) TKC. MaupeHTbl NPoAOMKaNM NoayyaTh Tekylylo Tepanuio CKB, 3a uckntoueHnem FKC, 103y KOTOPbIX NOCTENEHHO CHUXanW B COOTBETCTBUM ¢ npoTokonomb2 *
MauMeHTbl C OTBETOM Ha NeyeHne no uHAekcy BILAG-2004 onpeaenatoTca Kak NaumeHTbl C YMEHbLUEHUEM UCXOAHOTO KAacca aKTUBHOCTM CO CTOPOHbI CUCTEMbI OPraHoB Mo UHAeKcy BILAG-2004 ot knacca A (Taxenas) fo knaccos B (ymepeHHas), C (nerkas) unu D (oTcyTcTBMe Tekylero 3abonesaHus), uam ot
Knacca B Ha MCXOAHOM ypoBHe A0 Knaccos C uam D B Kaxabli MOMEHT BpemMeHun. ¥ OTBET CO CTOPOHbI CUCTEMbI OPraHoB Mo MHAeKcy SLEDAI-2K onpesensieTcs Kak CHUKEHWE UCXOAHOW OLEHKM CUCTeMbl OpraHoB no uHaekcy SLEDAI-2K! BILAG-2004 — uHAeKC BpUTaHCKOI rpynfbl MO U3yYEeHWIO CUCTEMHOA
KpacHou BonyaHku 2004 r. (British Isles Lupus Assessment Group-2004); TKC — ratokokoptrkoctepons; CKB — cuctemHan KpacHas BosivaHka; SLEDAI-2K — MHAEKC aKTUBHOCTU CMCTEMHOM KpacHow BonuvaHku 2000 r. (Systemic Lupus Erythematosus Disease Activity Index 2000); %T -7T ,wg«aﬂ Tepanus;
TULIP — uccnepoBaHne nevyeHnA HEKOHTPOIMPYEMO BONYAHKM Yepes BAUAHWE Ha CUTHa/IbHbIN NyTb MHTepdepoHa. /j fz

1. Morand EF, et al. Lancet Rheumatol. 2022;4(4):282-292. 2. UHCTPYKLMA N0 MeAULMHCKOMY NPUMEHEHMIO NeKapcTBeHHoro npenapata CA®HE/NQO", 300 mr (KOHLEeHTpaT 418 NPUroTOBAEHWA pacTBopa A1a uHdY3Wit). PernctpaumoHHoe yaoctosepeHue J1M-Ne(001857)-(Pr-RU) ot 27.02.2023 r.



CADHEJIO®: KOCTHO-MbILLIEYHbIe NPOSIBIIeHUS

PeTpocnekTuBHbIn aHanm3 oobeanHeHHbIX AaHHbIX nccnegosaHnn TULIP-1 n TULIP-2:
NMauueHTbLI C OTBETOM CO CTOPOHBLI KOXXHO-MbILLEYHOU CUCTEMbI1*

100 - BILAG-2004t 100 SLEDAI-2K#
90 - Pasnuuwme k 52-11 Hegene OTHOCUTENBHO 90 Pasnuuwme k 52-i1 Hegene OTHOCUTENbHO
80 - MCXOOHOro YpOBHA: _ MCXOOHOro ypOBHA:
11,8% (95% OW: 4,2-19,4) 80 8,5% (95% OW: 1,1-15,8)
70
60
56%
49%

BILAG-2004 (%)

rlaLl,I/IeHTbI C OTBETOM CO CTOPOHbI
CUCTEM OpPraHoB No NHAEKCY
SLEDAI-2K (%)

[aumeHTbl C OTBETOM CO CTOPOHBbI
CUCTEMbI OpraHoB No MHOEKCY

0 | | | | | | | | | | | | | O I I I I I I I I I [ [ [ [
4 Hepens uccnepgoBaHus 52 4 Hepensa uccnepgoBaHus 52

@ CA®HENO®, 300 mr + CT @ Mnaue6o +CT @ CA®HENO®, 300 mr + CT @ Mnaue6o + CT
Ha 52-i1 Hegene (n/N = 176/317) Ha 52-i1 Hegene (n/N = 143/328) Ha 52-i1 Hegene (n/N = 164/335) Ha 52-i Hepene (n/N = 141/349)

Mo matepuanam Morand EF, et al. 2022 r.

* CT Bkntoyana ogvH npenapat unu nobyro koMBuHaLMio creayLmnx npenapaTos: NPOTUBOManspUitHble npenapaTtbl, UMMyHogdenpeccaHTbl 1 (unu) MKC. MauueHTbl npogomkany nonyyatb Tekyluyto Tepanuio CKB, 3a uckntoueHmem MKC, o3y KOTOPbIX NOCTENEHHO
CHWXanu B COOTBETCTBUM C npoTokosiom®2, T MauneHTbl ¢ oTBETOM Ha neveHune no nHaekcy BILAG-2004 onpenensitoTcs Kak naumeHTbl C yMEeHbLIEHWEM UCXOAHOrO Kracca akTUBHOCTU CO CTOPOHbI CUCTEMbI opraHoB o nHaekcy BILAG-2004 oT knacca A (Tshkenas) 4o
knaccoB B (ymepeHHasi), C (nerkasi) unu D (oTcyTcTBUE Tekyllero 3aGoneBaHust), unm ot knacca B go knaccos C unu D B kaxablii MOMEHT BpemeHu!. ¥ OTBET CO CTOPOHbLI cucTeMbl opraHoB Mo uHaekcy SLEDAI-2K onpefensieTcsi kak CHUKEHWE UCXOAHON OLEHKM CUCTEMBI

opraHos o nHaekcy SLEDAI-2K?.
BILAG-2004 — nHaekc bpuTaHckol rpynna no u3y4eHuto CUCTEMHON kpacHoi BondaHku 2004 r. (British Isles Lupus Assessment Group-2004); 'KC — rntokokopTukoctepouns; CKB — cuctemHas kpacHast BonyaHka; SLEDAI-2K — nHOeKkc akTMBHOCTM CUCTEMHOW KpacHOWM

Bonyaxkm 2000. (Systemic Lupus Erythematosus Disease Activity Index 2000); CT — ctangaptHasa Tepanusi; TULIP — uccnegoBaHve nevyeHust HEKOHTPONMPYEMOW BOMYaHKN Yepes BUSIHWE Ha CUrHaNbHbIN MyTb UHTepdepoHa.
1. Morand EF, et al. Lancet Rheumatol. 2022;4(4):€282-€292. 2. HCTPyKuMA N0 MeAMLMHCKOMY NPUMEHEHMIO iekapcTBeHHoro npenapata CA®HE/O®, 300 mr (KOHLEHTpaT AN NPUroTOBAGHWA pacTBopa ANA UHGY3MiA). PerncTpaumnoHHoe yaoctosepeHme J1M-Ne(001857)-(Pr-RU) ot
27.02.2023 r.



CADHENO®: knnHun4eckas npakTuka —
NOPaAXEHUA KOXU N CITN3UCTbIX

Mms 1 nzobpaxeHue Ha oTorpadpun He COOTBETCTBYIOT peanbHOMY NauneHTy

NMopaxeHne KOXu n
CIIU3UCTbIX

» KoxHble nposaBlieHnd ctanm MeHee

BblpaXXeHHbIMU
o Chbinb Ha nuue B dpopme 6aboykm
o Cbinb B pesynbrate ¢ooTOoCEHCUBMNU3aLmnn
o BblpaxeHHbIN A3BEHHbIN CTOM
o Anoneuusa

OTBeT Ha Tepanuro onpeaenancd ¢ NoMoOLLbrO KITMHNYECKOM OLLEHKN N OTYeTa, Nony4yeHHOoro oT Je4vallero spava.



CADHENO®: knnHun4eckas npakTuka —
KOCTHO-MbILIEeYHble NPOosABrieHUs

WMsi n n3obpaxkeHue Ha hoTorpadum He COOTBETCTBYIOT peasibHOMy NauueHTy

Jleu Bpay Habntogan ymeHbLleHne
CTENEHU TAXKECTN CUMMNTOMOB OT THXKENOWN
[0 nerkou

KocTHO-
MblLUEeYHbIe
nposiBneHus

v

OTBeT Ha Tepanuro onpeaenancd ¢ NoMoOLLbrO KITMHNYECKOM OLLEHKN N OTYeTa, Nony4yeHHOoro oT Je4vallero spava.

* T'mnoTeTnyecknin naumeHT



Uctopusa nevennst CKB y Onbru*t
m OueHKa coCcToOAHMA NauueHTa BpayvoMm:

AKTUBHOCTb 3aboneBaHuUs B NOpaXeHHbIX cucTtemMax
8 yMeHbLwunachb 1 npu otmeHe NKC obocTtpeHnst He BO3HUKanNu

Mms 1 nzobpaxeHne Ha doTorpadum He COOTBETCTBYIOT pearibHOMy NauneHTy OnbIT NPUMEHEHNS Y KOHKPETHOTO NaumMeHTa, MOXeT OTNINYaTbCA OT MPUMEHEHWS y APYrMX NauMeHToB

Kypc neyeHus

® ® [
Mapt 2020 r. ’L MpeawecTtBylowan Tepanua CKB* C okTA6ps no aekabpb 2021 r. L C saHBaps no anpenb 2022 r.8
O O Q O O
zﬁac:: :)3:;1 en » T'MApPOKCUXNOPOXUNH * 'MAPOKCMXNOPOXMH * M'mapokcnxnopoxuH
v * lledonyHomunp * MpenxusonoH « CA®HENO®
cpenHeTsaXernoun
CKB « AzaTuonpuH 5-10 mr/cyT 300 mr B BMAae B/B MHY3uK
- Benumyma6 » CA®HENO® 1 p/4 Hen
* MpepHu3onoH 5-10 mr/cyT 300 mr B BUae B/B nHdy3un 1 p/4 Hep
y [Jo3a npeagHU30MNOH
MeéHblueHue akTUuBHOCTU NOCTENEHHO yMe
3aboneBaHuA "
° ° ° °

OTBeT Ha Tepanuko onpegendarnca ¢ noMoLbio KIMTMHMYECKOW OLEHKN N OTYETa, Nnony4YeHHOro OT Jievallero spava.
@] Kypce nedyeHud coobwwan Bpay,; 3a Habngaembln nepunog spemMeHun cpaBHeHne MeToaoB fied4eHnd He npoBoguIin.

*Tunotetnyeckuii nauneHT.t HabniogeHne Bpava * Tepanua CKB cocTosina kak MyuHUMyM 13 1 npenapara unuv noboit komeuHauum. § Bpay pekomeHaoBasn naumeHTy nocTeneHHo YyMeHbLUTb 003y NPeaHU30sIoHa;
B/B — BHYTPUBEHHO/BHYTpMBEHHbIN; CKB — cuctemMHasi kpacHas BonyaHka; 'KC - rmokokopTukocteponabl



CADHENO®: knnHun4eckas npakTuka —
NnoBbIlWeHHaA YTOMIIAEeMOCTb

Wmsi n nsobpaxerune Ha doTorpad

CTeneHb YTOMIIAEMOCTH

CucrtemMHble
nposiBNeHust

CHU3Umnacb c TaXenon go
rerkomn

v

OTBeT Ha Tepanuio onpeaenancd ¢ nNoOMoOLLbrO KITMHNYECKOW OLLEHKN N OTYeTa, Nnony4yeHHOoro oT Je4vallero spava.

* TMNOTETMYECKNIA NaLUEHT.




CADPHENO®:knnHu4eckKas npakTuka —
KayeCTBO XXU3HU, CBA3aHHOE CO 340POBbEM

bl

Mmsa 1 nsobpaxeHune H

N\

¢
Jlyqwee camoyyscmeue o

* KayecTBO XW3HU yNy4LIMUnoch 3a dosnaue 200hbl...

* bonb ymeHbLUMNack OT CUNbHON 40 criabon

v

OTBeT Ha Tepanuio onpeaenancd ¢ NoOMoOLLbrO KITMHUYECKOW OLLEHKN N OTYeTa, Nnony4yeHHOoro oT J1e4vallero spava.

* F'MnoTeTMyecknn naynueHT



INNeyeHue Onbrn npenapatom CAPHENO®

A
CKB c mapta 2020 r.

WMsi n n3obpaxkeHue Ha choTorpacum He COOTBETCTBYIOT peasibHOMy NauueHTy

CHU3nnacb”

HEeHUA Yy ApYyrnx nauneHToB

MnaH nevyeHus ObIN
CKoppeKkTupoBaH, ao3a KC OGbina
NOCTEeNeHHO YMEeHbLUEeHa, U
Bnocneactemu NKC obinu
OTMEHEeHbI BO BpemMs Tepanuu

e

Bpay He BbISsBUN
HeXxenartenbHbIX SABMIEHUN,
nauueHTKa TaKXe O HUX He

coobLwiana

nopaxeHme KOXn n Crim3ancCTtbiXx ,
KOCTHO-MbILWWe4YHbleé CUMIMNTOMbI,
CUCTEeMHbIe nposiBiieHus

T
1]

1.

A
) f

OTBeT Ha Tepanuko onpeaendrica ¢ noMoLbio KITMHUYECKOM OLLEHKN N OT4YeTa, nony4YeHHOro oT Jievyaulero Bpava.

* TMNOTETUYECKUIA NALMEHT.

'KC — rmioKoKopTHKOCTEPOU b <?



*MnoTeTnyeckMin NnaumneHT

MpumeHeHne npenapata CAOHEJIO®
Ha NnpuMepax KNMHUYECKUx cnyyaeB*

Mapusa — naumeHTKa co cpeaHeTtsaxernoun CKB
C yXyALweHneM KavyecTBa XU3HN*

VMs 1 nsobpaxxeHune Ha dpotorpacmm He
COOTBETCTBYIOT pearibHOMY MauneHTy.



[MauneHTKa N3 KNMHUYECKOU NPaKTUKM,
KOTOPOW Ha3Ha4yeHo neyeHue npenapatom CAOHEJIO®

v MarHo3 un TeKyLmMn crtaTyc
‘ f 2. | EEZZEE A yw y
i\ ﬁ CpenHeTtsixenasa CKB 3HauuMTenbHO noBnusana
f*g. & Ha KayeCTBO XXWU3HU NauneHTKMW.
w CKB ¢ 2006 r.
' OonbIT NPUMEHEHNA Y KOHKPETHOro nauneHTa, MOXeT OT/InYaTbCA OT NPUMEHEHUA y ApYyrnx nayneHToB
Mmsa 1 nsobpaxeHune Ha doTorpacdum He COOTBETCTBYHOT
pearnbHOMY NauueHTy
KIMHWYECKAA KAPTUHA CcConyTCcrBYWOLWUNE 3ABOJIEBAHUA
CbInb Ha Tene Mpennabet '
[uckongHble nopaxeHus OxunpeHne

AMNHO3 BO CHe
ApTepuanbHasi rmnepTeH3uns
[enpeccus

A3BbI BO pTY
Bornb B cycTtaBax
[MoBbILWEHHAs yTOMIAEMOCTb

OueHka Bpayva

Mapus 6ecnokounacb, 4Ymo He Mo2J1a 3aHUMambCsl CEOUMU MNPUEbIYHbIMU deslamu, HarnpumMep, Xo0umb 6 Ma2a3UH;
el npuwJiocb 6pocumb pabomy u3-3a cuslbHOU ymomJisieMocmu; OHa cmpadaJsia denpeccuell, cesizaHHoU ¢ CKB.

* fMnoTeTn4yecknin NnaumneHT.
CKB — cuctemHas KpacHasi Bon4aHka.



AHaMHe3*

Mapusa*

41 rop

CKB c 2006 r.

Vmsa 1 nsobpaxeHue Ha dpoTorpadmm He COOTBETCTBYIOT

peanbHOMY NauneHTy

Kypc neyeHus

nx naunveHToB

®
2006 . MpepwecTBylowan tepanma CKBH# C deBpansa 2022 r. no anpenb 2022 r.
) O O
MocTtaBsneH « M'MApPOKCUXNOPOXUH * M'mppokcnxnopoxuH
avarHos CKB « MukodeHonara * MukodeHonaTta modpeTun
Moq)e'run ° A3aT|/|O|'|pV|H
. A3a-|-y|o|1p"|.| ° npenHM?oOflOH 5 MrlcyT
» MpenHn3onoH 5 mr/cyT » CA®HENNO®, 300 mr
nytem B/B uHdy3umn 1 p/4 Hepq
® ot ®

OTBeT Ha Tepanuio onpenenancd ¢ noMOoLbro KITMHNYECKOW OLIEHKN N OTYeETa, NOoJTy4eHHOro OT Jievallero Bpayva.
O Kypce Jfie4yeHund coobwan Bpay; 3a Habnogaembin nepunon BpemMmeHun cpaBHeHNe MeToaoB Jie4eHNA He NpoBOOUIIN.

*TMNOTEeTUYECKNA NaLUNEHT.

B/B — BHYTPMBEHHO/BHYTpMBEHHbIN; CKB — cnctemHas kpacHasa BonyaHka.

)
\J
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KoxHble nposiBneHns B 3 KNMHUYECKNX nccrnepoBaHmnsax—3

CHuxeHune akTnBHocTn no uHaekcy CLASI 250 % Ha 12-n Hepgene™t

KnoyeBas BTOpuyHas BTopu4iHas BTopuyHas

60 KOHeYHast Toukal KOHEYHas Toukaz* KOHEYHas! ToUKa3$

50
< 0
2\: 40 R 2 Pasnnuve 19% e Paznuuue 33%
= (95% LN: 4,3-43,6) (95% [N: 1,4-36,0) (95% [V 9.4-52.2)
> 30 P =0,04
s
=)
E 20

25 % 25 %
10
0
n =49 n =40 n=>58 n=>54 n=27 n=26

B cA®HENO®, 300 mMr+CT ™ Mnaue6o + CT

*CT Bkntovana nubo oavH 13, NMbo KOMGMHaLMIO crieAyloLWMX NpenapaToB: NPOTMBOMAanNspuUiHbIe NpenapaTbl, UMMyHOAeNnpeccaHTbl, HeCTepouaHble NPOTUBOBOCNanNuTenbHbIe Npenapartkl (AnA uccnepgosaHum TULIP-1 n
TULIP-2) u (unu) FKC-24-6. -Cpeaun nauneHToB € Kak MUHUMYM CpefHEN akTUBHOCTbIO KOXHbIX nposiBneHui (CLASI = 10) Ha ncxogHom ypoBHe!-3. * MNepBuyHas koHevHas Touka TULIP-1, nHaekc oteeta Ha Tepanuio CKB (SRI-4) Ha 52-i1
Hepene, Obina He3Ha4YMMOW; AaHHble O BTOPUYHOWN KOHEYHOW Touke B BuAae nHaekce CLASI 6binv ckoppekTMpoBaHbl C NOMPaBKOM Ha MHOXECTBEHHOCTb; NOKa3aHHbIE AaHHbIE NOMNyYeHbl B pe3ynbTaTe aHanvaa namMeHeHus npasurn
NpYMEHEHVsI NpenapaToB, UCMOb3yeMbIX C OrpaHUYeHUAMIU2. [epBUYHO KOHEYHOW Toukol nccneaoBaHust MUSE 6bina komBuHMpoBaHHas oueHka no uHaekcy SRI-4 u yctonumeoe cHmkerune fo3sbl MKC (cHuwkeHune go < 10 mr/cyT n

< pose KC Ha 1-n Hegene, coxpaHsitoLleecs B TedeHne 12 Hegenb), onpeensiemble Ha 24-1 Heene; BTOPUYHbIE KOHEYHbIE TOYKM He Dbl CKOPPEKTUPOBAHbBI MO MHOXECTBEHHOCTU, U pe3ynbTaTbl HOCAT TONbKO ONUCATENbHbIV
xapakrep®.

OWN — poseputenbHbii nHTepsan; CLAS| — nHaekc pacnpocTpaHeHHOCTU U TsxecTu koxHol popMbl CKB (Cutaneous Lupus Erythematosus Disease Area and Severity Index); TKC — rntokokopTukocTtepous; MUSE — nccnepnosaHue no
npumeHeHutio MEDI-546 y naumeHToB ¢ CKB; SRI-4 — nHaekc otBeTa Ha Tepanuto CKB; CT — crtangapTtHas Tepanus; TULIP — nccnegoBaHue neveHnst HEKOHTPONMPYEMOW BONMYaHKu Yepes BNUSIHUE Ha CUrHambHbIN NyTb MHTEPdEpPOHa.
1. Morand EF, et al. N Engl J Med. 2020;382(3):211-221. 2. Furie RA, et al. Lancet Rheumatol. 2019;1:€208-210. 3. Tanaka Y, et al. Mod Rheumatol. 2021;31(1):1-12. 4. Furie R, et al. Arthritis Rheumatol. 2017;69(2):376-386. 5.
WHCTpYKUMA NO MeAULMHCKOMY NMpUMEHeHUto nekapcTeeHHoro npenapata CAPHEJIO®, 300 mr (KOHUEHTpaT Ans NPUrOTOBMEHWs pacTBopa Ans uHdy3auit). PernctpaunoHHoe yaoctosepenue J1M-Ne(001857)-(PI-RU) ot 27.@/2@2@0@5
Morand EF, et al. N Engl J Med. 2020;382(3):211-221. [oNoOnHUTENbHOE NPUOXEHNE.
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CA®HEJIO®: BoBne4YeHHOCTbL CycTaBOB Ha 52-i Heaene
B paMKax 3 KIIMHMYeCKUX uccrepoBaHumn—=*

YMeHbLeHne Yyncna onyxwmx/6one3HeHHbIX CycTaBoB Ha 52-1 Hegerne Ha 2 50%

KntoueBas BTopuyHas BTopuyHas koHeuHas BTopuuHas
KOHeuHas Touka'-f ToukaZ+$ KOHeuHas Toukad+!
80
70
73 %
—_ 0,
Q 60 (gggsglxlﬁtzzg 0 Paznuune 21 % P;asnuque 31 %
E 50 0 I-|3 ? ’ (95 % OM: 4,7-36,7) (95 % AOU: 13,6-48,2)
T
g 40 )
) 42 % 42 %
c 30 38 %
50 32 %
10
0

n=71 n =90 n=70 n =68 n =58 n =58
[laHHble HOCAT onucaTerbHbIN XapakTep

CA®HENO®, 300 mr + CT [ Nnaue6o+ CT

* CT Bkntoyana nubo oguH us, nnbo koMBuHaLMIo creayoLwwyx npenapaTos: NPOTMBOMAansApuUiiHble npenapaThbl, UMMYHOAENPECCaHTbl, HECTEPOMAHbIE MPOTUBOBOCMANUTENbHbIE NpenapaTsl (ans uccnegosanuii TULIP-1 n TULIP-2) n (unu)
[KCt24-61, 1 [MpoBogunack oueHka 28 cycTaBoB Yy NaLUMEHTOB € = 6 NpUNyxLUMMK U = 6 6oNe3HeHHbIMM CycTaBamm Ha MCXOAHOM ypoBHe 1.¥ [MaumeHTbl ¢ = 8 npunyxwmmMmn 1 = 8 6onesHeHHbIMU CyCTaBaMu Ha UCXOAHOM ypoBHe?S, §
MepBuyHas koHevHas Touka TULIP-1, nHoekc otBeTa Ha Tepanuio CKB (SRI-4) Ha 52-11 Hegene, Gbina He3Ha4YMMOW; AaHHbIe A5 3TOW BTOPUYHOW KOHEYHOWM TOYKM OblNn CKOPPEKTUPOBaHbI C NONPaBKON Ha MHOXECTBEHHOCTb; NoKa3aHHble
[OaHHble nosy4YeHbl B pe3ynbTaTe aHanu3a M3MeHEeH)s! NpaBun NPMMEHeHUs npenapaToB, UCMOoMb3yeMblX C orpaHuyeHnsMn, ' MepBryHon KoHeuHow Toukoi nccnenoaHus MUSE 6bina kombuHupoBaHHas oueHka no nHaekcy SRI-4 un
ycTonumBoe cHukeHve fo3bl [KC (cHwkenne oo < 10 mr/cyT u go < gose NKC Ha 1-7 Hefene, coxpaHsioleecs B TedeHve 12 Hedenb), onpeaensiemMble Ha 24-i Heene; BTOPUYHbIE KOHEYHbIE TOYKM He Bbinv CKOPPEKTUPOBAHbI MO
MHOXXE€CTBEHHOCTM, 1 Pe3yrnbTaTbl HOCAT TOMbKO onucaTesbHbIn Xapakrep®.

OW — poeputenbHbii uHtTepsan; 'KC — rntokokopTukoctepons; MUSE — uccnegosaxuve no npumereHunto MEDI-546 y naumeHToB ¢ CKB; H3 — He 3Hauumo; SRI-4 — nHgekc otBeTa Ha Tepanuio CKB; CT — ctaHgapTHas Tepanus;
TULIP — nccnepoBaHmne nevyeHns HEKOHTPONMPYEeMOW BONYaHKW Yepes BVSHUE Ha CUrHarmnbHbIN NyTb MHTEPdEepoHa.

1. Morand EF, et al. N Engl J Med. 2020;382(3):211-221. 2. Furie RA, et al. Lancet Rheumatol. 2019;1(4):e208-e219. 3. Tanaka Y, et al. Mod Rheumatol. 2021;31(1):1-12. 4. IHCTpPyKUMS MO MEAULMHCKOMY NPUMEHEHNIO NEKapCTBEHHOrO
npenapata CA®HENNO®, 300 Mr (koHUeHTpaT Ans NpUroTOBNEHNS pacTBopa Ans uHyauin). PeructpaumoHHoe yaoctoBepenue NM-Ne(001857)-(PIr-RU) ot 27.02.2023 r. 5. Morand EF, et al. N Engl J Med. 2020;382(3):211-3¢227/2025
LononHutenebHoe npunoxeHue. 6. Furie R, et al. Arthritis Rheumatol. 2017;69(2):376-386.



CADHENO®: peanbHana knuHU4eckas npaktuka — SLEDAI-2K

nauuneHToB
Vmsa 1 nsobpaxeHue Ha dpoTorpadmm He COOTBETCTBYIOT
peanbHOMy NauueHTy

OueH OTCyTCTBUE KOXKHOM
CbINu Ha poHe

fie4yeHnd rnocrie

ynyJlleHNs OLieHKM
no SLEDAI-2K

®PeBpanb 2022 T. Anpenb 2022 r.

OTBeT Ha Tepanuio onpeaenancd ¢ NoOMoOLLbrO KITMHUYECKOW OLLEHKN N OTYeTa, Nony4yeHHOoro oT J1e4vallero spava.

*M'MNOTETUYECKUIA NaLNEHT.
SLEDAI-2K — “HAeKC akTUBHOCTM CUCTEMHOW kpacHow BonyaHku 2000 r. (Systemic Lupus Erythematosus Disease Activity Index 2000).



CA®HEJIO®: peanbHas KNMMHUYeCKas NPaKTUKA —
KOCTHO-MbILIEeYHbIe NMPOABIIEHUA N MOPAXKEHUA KOXU U
c

TBNe CKB

nx nauueHToB

msi u n3obpaxeHne Ha o
pearnbHOMY NauneHTy
CKB — cuctemHan KpacHaa BOAYaHKa.

* YMeHblLUeHNe BbICbINaHUW Ha Tene
* YMeHbLUeHME Bonn B cycTaBax

MopaxxeHne KOXuU n
CJIU3NUCTbIX

KoCTHO-MbILWEeYHbIe
nposiBrieHns

v

OTBeT Ha Tepanuio onpenenanca ¢ noMoLbio KITMHUYECKOWN OLIEHKMN N OTYETa, Nnony4YeHHOro OT Jievyallero Bpava.




Uctopusa neyenmnsa CKB y Mapuwn*

Ou,el-u(a COCTOSAHUA NaUuMeHTa BpayomMm.
YMeHblUeHne akTUBHOCTU 3aboneBaHusa y Mapum

CKB c 2006 r.
OnbIT NPUMEHEHUA Y KOHKPETHOro naumeHTa, MOXeT OTNInYaTbCA OT MPUMEHEHUA y APpYrux naumneHToB

Mms 1 nsobpaxeHue Ha poTorpadun He COOTBETCTBYIOT
peasribHOMy MauueHTy

Kypc neyeHus

® ® ®
2006 r. NpeawecTeyowasn Tepanus CKBT+ C creBpans no anpens 2022 r.
(\ ' ' r)
J \ \/ \
MocTaBneH gnarHos * MTMApPOKCUXIOPOXUH * M'MApPOKCUXITOPOXUH
cpeaHeTtsikenou CKB * MukodeHonara moceTun * MukocheHonarta mocheTun
* AsaTuonpuH * AsaTtnonpwvH

MpeaHun3onoH 5 mr/cyT MpeaHun3onoH 5 mr/cyT

CA®HENNO®, 300 mr nytem B/B nHdy3un 1 p/4 Hep,

YMeHblueHue cteneHu MNMpoponxeHne Tepanuu

aKTUBHOCTMU 3aboneBaH Mﬂ§
® ® ® ®

OTBeT Ha Tepanuio onpeaenAancd ¢ noMoLLbro KIMMMHUYECKOWM OLIEHKM N OTYETAa, Nony4YeHHOoro oT Jie4yallero Bpava.

* MunoteTnyeckuii nauueHT. T Vctopusa neyenust go mapta 2021 r. He npeactaeneHa. * Tepanus CKB cocTosina kak MuHMMYM U3 1 npenapaTta unum noboi KoMGUHaLmm.
§ HabntopeHve Bpaya. ' Bpay He pekoMeHZ0Ban NauMeHTy yMeHbluaTh 403y NPeaHMU30IIoHa.
B/B — BHYTPUBEHHO/BHYTpMBEHHbIN; CKB — crncTtemHas kpacHasa BonyaHka.



CADHEINO®: NoBbIlieHHas YTOMIIAeMOCTb

PeTpocnekTuBHbIN aHann3 obbeanHeHHbIX AaHHbIX nccnegosanHun TULIP-1 u TULIP-2:
oueHka no FACIT-F k 52-n Hepenel2*t

60 —

B CA®HENO®, 300 mr + CT
O Mnaue6o+ CT

MauneHTsbl, coobLmBLLME
06 ynydiieHuax = MK3PS§, %
N
o
|

n= 360 366
Mo matepuanam Strand et al. 2022. [laHHbIE HOCAT onncaTenbHbIN XapakTep

* FACIT-F npeactaBnsieT coboi Lwikany Ans OLeHKW yTOMIISEeMOCTM, COCTOSLLY0 13 13 NYHKTOB, OLleHMBaeMbIx naumeHTamu. OLeHKy pesynbTaToB NeyveHns naumeHTaMm onpeaensny kak Ao NnaumeHToB, coobLwymBLINMX 06
ynydLlleHusix, npesbiwatoLwmx unu pasHbix MK3P Ha 52-i1 Hegenel. T CT Bkntovana oguH npenapat unu nobyro KOMOUHaLIMIO CrieayoLLyX npenapaToB: NpoTMBOMAarnsipuiiHble npenapaTthl, UMMyHoaenpeccaHTbl u/unm MKC.
MauueHTbl Npoforkanu nonyyaTs Tekyllyto Tepanuio CKB, 3a nckntodeHmem MKC, 003y KOTOPbIX MOCTENEHHO CHIDKamnu B COOTBETCTBUM C MPOTOKoMom34, ¥ KnuHuyeckn sHaunmoe ynydiieHne ouerku no FACIT-F onpepensietcs
Kak ynydlieHve Ha = 4,0 6anna k 52-i1 Hegene No CPaBHEHNIO C UCXOAHBIM YPOBHEM?.

FACIT-F — onpocHWK dyHKLMOHaNbHOW OLIEHKN Tepanumn XpoHuyeckoro 3abonesaHus no nokasatento yromnsemoctm (Functional Assessment of Chronic lliness Therapy-Fatigue); TKC — rntokokopTukoctepoungbl; MK3P —
MWHVManbHOE KMUHUYeckn 3Havmoe pasnuune; CKB — cuctemHas kpacHas BonyaHnka; CT — ctaHgapTtHas Tepanusi; TULIP — nccnepnoBaHvie neyeHust HEKOHTPONMPYEMOW BONMYaHKN Yepes BVSHME Ha CUrHanbHbIA NyTb
MHTepdepoHa.

1. Strand V, et al. Lancet Rheumatol. 2022;4(3):e198-e207. 2. Strand V, et al. Lancet Rheumatol. 2022;4(3):€198-e207. JononHutensHoe npunoxenue. 3. Morand EF, et al. N Engl J Med. 2020;382(3):211-221. 4. Furie RA, et al.

Lancet Rheumatol. 2019;1:€208-e219.



CA®DHEJO®:
KayecTBO XXU3HU, CBAA3aHHOE CO 3[J0POBLEM

MaumeHTbl, coobwmBLLne 06

PeTpocnekTnBHbIN aHanu3 o6beanHeHHbIX AaHHbIX nccnegosaHun TULIP-1 n TULIP-2:
oueHkKa no onpocHukam LupusQoL n SF-36 Ha 52-n Hepgenetl 2+t

50 50
LupusQolL » SF-36
s 40 40
2} 3 407 39
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o 23 20
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=0
0 g _
N=322336 302313 334344 313330 292304 232241 323326 288296 N=345348 344348 332334 326336 333336 343348 344348 205300 249274 336344
®3 Bonb y a3 n o 30 oT o®3  oflK od  POO BT oc3 X co P30 n3
B CA®HENO®, 300 mr+ CT B nnaye6o+ CT
Mo matepuanam Strand et al. 2022. [laHHble HOCAT onucaTenbHbIN XapakTep

* Mo onpocHukam SF-36 1 LupusQolL oueHvBany Ka4ecTBO XU3HW, CBA3AHHOE CO 340poBbeM. OLeHKy pesyrnbTaToB JiedeHUs NauveHTamMmm Onpeaernsnm kak A0S0 NauyeHToB, COOBLMBLLMX 06 yrydLeHusX, npesbiatowmx unu pasHbix MK3P Ha 52-i Hepgenel.

T CT Bkntoyana oguH npenapar unu nobyio KOMBUHALMIO CrieayloLLyX NpenapaToB: NPOTMBOMansipUitHbie npenapatbl, UMMyHozenpeccaHTbl U (unu) FKC. MauneHTsl npoaokany nonyyats Tekylyto Tepanuio CKB, 3a ucknioueHnem FKC, fo3y KOTOpbIX NOCTeneHHo
CHWXKanwv B COOTBETCTBUM C NpoTokonom®4. ¥ Ynyylerns, npesbillatoLme unm paeHble MK3P no onpocHuky LupusQoL, onpeaensieMble kak M3MEHEHWst OTHOCUTENBHO UCXOAHbLIX 3HAYEHUI CNeayoLLMX nokasatenen: = 3,4 ($3); = 8,5 (Gonb); 2 3,9 (Y); 2 3,4 (33); 26,5
(M); 29,2 (MO); 25,3 (30); =2 1,1 (OT)2 §YnyuweHusi, npesbiwatoime unu pasHsle MK3P no onpocHuky SF-36 onpeaensioTcs kak M3MEHEHWst OTHOCUTESNBHO UCXOAHbLIX 3HAYEHUI Creayolwmx nokasarenen = 2,5 ans o®K v oK n = 5,0 4ns Bcex cuctem?.

OT — obpas Tena; BT — 6onb B Tene; 3[] — 3aBUCUMOCTb OT ApYrux nogen; 33 — aMoumoHanbHoe 300poBbe; Y — ytomnsemocTb; [KC — rniokokoptukoctepona; OC3 — obuee coctosHust 300poBbe; VIO — UHTMMHbIE OTHOLEeHMst; LupusQoL —ka4ecTBO XU3HW npu
BonyaHke; MK3P — muHMManbHoe KnuHuyecku-aHaunmoe pasnuymne; ol IK— obLuee 3HayYeHne ncuxmu4eckoro KOMMNoHeHTa; MN3— ncuxuyeckoe 3popoBbe; 0OK — oblee 3HaveHVe dr3NYeckoro KomnoHeHTa; @ — dusmnyeckoe yHKUMOHMpoBaHue; 3 — dusnyeckoe
3g0poBbe; [1 — nnaHvpoBaHue; PO® — poneBoe aMounoHanbHoe (hyHKUMoHupoBaHue; PO® — ponesoe dmanyeckoe dyHkUMoHUpoBaHue, CP — coumanbHoe gyHKUMOHUpoBaHue; SF-36 — KpaTKuii ONPOCHUK ANS OLEHKM COCTOSHWUA 300poBbs M3 36 nyHkToB; CKB,
cucteMHasi kpacHas BonyaHka; CT — CT, ctaHgapTHas Tepanusi; XX — X13Hecnoco6HOCTb.

1. Strand V, et al. Lancet Rheumatol. 2022;4(3):e198-e207. 2. Strand V, et al. Lancet Rheumatol. 2022;4(3):e198-e207. JononHuteneHoe npunoxexue. 3. Morand EF, et al. N Engl J Med. 2020;382(3):211-221. 4. Furie RA, et al. Lancet Rheumatol. 2019;1:e208-e219.



CADHENO®: knuHu4eckas npakTuka —
NoBbILLIEHHasA YTOMNAEMOCTb

X NnayneHToB
COOTBETCTBYHO

CTeneHb yTOMIAEMOCTH
YMEHbLUNMNACh C TSXernou
[0 rnerkov

OTBeT Ha Tepanuko onpegenanca ¢ noMoLlbro KITMHUYECKOW OLIEHKMN U OTYeETa, Nnony4yeHHOro oT Jie4yallero Bpava.

* M'MnoTeTnyecknin nauneHT



CADHEJO®: knnHMYyecKas npakTuka —
Ka4yeCTBO JKM3HU, CBAA3SAHHOE CO 340POBLEM

pyrux nauymeHToB

Mmsa n nsobpaxeHue Ha poTorpadum He
COOTBETCTBYIOT pearibHOMY MauueHTy

A

*  Ynydwunocb
NCcUXmn4YecKoe u
dunsunyeckoe 300poBLE

« OHa cHOBa MOXeT paboTaTb

 (OHa cHOBa MOXET XoAuTb Mo
MarasnHam u ObiTb CoLMarnbHO
aKTUBHOMN

* YMeHbLluunackh 0osb

v |

OTBeT Ha Tepanuko onpegenanca ¢ noMoLlbro KITMHUYECKOW OLIEHKWN U OTYeTa, Nnony4yeHHOro oT Jie4yallero Bpava.

* FMNOTETMYECKNIA NALNEHT
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Neyvenne Mapun™® npenapatom CAOHEJIO®

CKB c 2006 .

e
Mms 1 nsobpaxeHue Ha dpoTorpadun He COOTBETCTBYIOT
peasibHOMy NauueHTy

nopaxeHue KOXun n CriIn3anCTbiX,
KOCTHO-MbIiWeéYHbleé CUMINTOMBDI,
CUCTEMHbIe nposiBiieHus

OueHKa Bpa4a (no coctosHmio Ha anpenb 2022 r.)

OTBeT Ha feYyeHne Co CTOPOHbI HECKONbKNX NOPaXXeHHbIX CUCTEM OPraHOB Nocrie NepBow
uHdcy3um npenapata CAOHEJO® B BMuAe yMeHbLIeHUA CUMNTOMOB 3aboneBaHus*

OnbIT NnpuMeHeHnd y oAHOro nauueHTa. MoxeT oTnmyaTbcs OT NnpUMEHEeHUA y Apyrmx otaeribHbIX MNaluneHToB.

MaumeHTKa npogomxuna
exeaHeBHO npuHumaTtb NKC
B Ao3e 5 mr/cyTt Bo Bpems
Tepanuu npenapaTtom
CA®HENO®

Bpa4 He BbIsiBUI
HeXernaTesibHbIX ABNeHUN,
nayueHTKa TaKkXKe O HUX He

coobuana

%4 A

OTBeT Ha Tepanuko onpegenanca ¢ noMoLlbro KITMHMYECKOW OLEHKN N OTYETA, Nnony4yeHHOro oT Jie4yallero Bpava.

* TMNOTEeTUYECKU NaLMeHT



NMoptpeTt naumeHTa ¢ CKB 6e3 HapyweHus pyHKLUU MOYEK TSHXKErIon CTeneHn Ana HasHa4YyeHus
aHndgpponymaba

TeueHue CKB:

° MAUMEHT CO cpeaHeTaAXeNnbiMm unm TaxKenbim teueHnem CKB Ha poHe cTaHaapTHOM Tepanuu

(6e3 HapyweHus hyHKUUU noYyek maxcesnol cmerneHu)

AKTUBHOCTb 3abonesaHus:

e (O6buwan akTmBHOCTb - SLEDAI 26

* AKTUBHbIE KOXKHble NPOABAEHUA

e CyctaBHble npoasneHus - YNC/YBC 26

* Cepo3nTbl, HAIMUUE ayTO-aHTUTEN

NMpuem INKC:

*  HeBO3MOXHOCTb cHU3uTb ao3y NKC < 7,5 mr/cyr

ObocTpeHus:

e 6onee 1l oboctpeHuna B rog — Ha PoHe CTaHAAPTHOM Tepanumn, Tpebyrowme HasHa4YeHus
BblCOKMX 003 KC

KauyecTBO XU3HMU:

* KOHCTUTYLMOHA/IbHbIE NpoABAeHUs (YTOMAAEMOCTb/XPOHUYECKana YCTaN0CTb) 3HAaYMTENBHO
CHUXKatowme pabotocnocobHoOCTb

CKB — cucTemHas KpacHas BonyaHka, TMBI — reHHo- MHXKeHepHble Buonormyeckue npenapatobl, SLEDAI — HAEKC aKTUBHOCTU CUCTEMHOM KpacHOM BonYaHKu, CLASI — MHAEKC OLEHKM aKTUBHOCTU KOXKHbIX NposasaeHnin CKB, YINC —yncnex

rMNOTETUYECKMI NALUEHT
npunyxwwx cyctasos, Y5C —uncno 6ose3HeHHbIx cyctaBos, [KC — rntoKOKopTMKOCTepOUAb!

1Fanouriakis A, et al, 2019 update of the EULAR recommendations for the management of systemic lupus erythematosus. Ann Rheum Dis. 2019;78:736-745



[loka3zaHue K NpUMeHEHUIo

NMpenapat CA®HE/I0® nokasaH B KauecTse
NOMNONHUTENIbHOM TepPANUN ANA NeYeHUs
B3POC/IbIX MALMEHTOB C aKTUBHOM CPeAHETAXKENOM
N TAXKEN0N CUCTEMHOM KpacHown BonyaHKon (CKB)
C HaAM4YMem ayToaHTUTeN, NPU HEAOCTAaTOYHOM
OTBETE Ha CTAaHAAPTHYIO TEpPANUIo

Mmsa n nsobpaxeHune Ha doTtorpacdum He
COOTBETCTBYIOT peanbHOMY NauneHTy

MHCTPYKUMA N0 MeAULMHCKOMY MPUMEHEHMIO NekapcTBeHHoro npenapata CA®HE/IO®, 300 mr (KOHLEeHTpaT 418 NPUroToBAeHWA pacTBopa A8 uHby3ui). PernctpaumoHHoe yaoctosepeHue JIM-Ne(001857)-(Pr-RU) ot 27.02.2023 r. C NO/HbIM TEKCTOM
MNHCTPYKLMM Bbl MOMKETEe 03HAKOMUTBCA MO CCblKe:


https://az-most.ru/medication/safnelo

CAOPHEJIO®: ynobHbIN pexnm 0o3MpoBaHUS

* He TpebyeTtca nHAYKUMSA

* He TpebyeTtca npemegmKauma

* He TpebyeTca 3aMOpo3Ka UM NPUTOTOBAEHME PACcTBOPA U3
MOPOLLIKA

* He TpebyeTca 0b653aTenbHbIN N1abopaTOPHbIN MOHUTOPUHT
NHCTPYKLMA MO MeANLMHCKOMY NPUMEHEHMIO IeKapcTBeHHOro npenapata CA®HE/O, 300 mr (KOHLEHTpAT 414 NPUrOTOBAEHUS

pactBopa ana nHdysmin). PernctpaumoHHoe yaoctosepeHue J/IM-Ne(001857)-(Pr-RU) ot 27.02.2023 r. C NONHbIM TEKCTOM
SgHCTPYKLMM Bbl MOXKETE 03HAaKOMUTbLCA MO cebiike: https://az-most.ru/medication/safnelo



https://az-most.ru/medication/safnelo

Bce 6onbHble CKB nognekat gucnaHcepHomy HabaogeHuto.

3T0 HeobxoauMO ANA TOro, YTobbI:
BOBPEMS Pacno3HaTb HauMHatlLlleecs 0bocTpeHune;
BbIABUTb NOOOYHbIE 3PPEKTbI U OCNOKHEHUA NEKAPCTBEHHOM Tepanuu.

BaXKHO 06BACHUTL HEOOBXOAMMOCTb CODNOAEHMNA PEKOMEHAALNIA U HEAONMYCTUMOCTU CAaMOCTOATENIbHOTO NPEKPALLEHNA NEeYEHUA, TAK KaK
3TO ONACHO ANA NayMeHTa.

MNaumeHTom c CKB Heobxoagmmo:

MNocewaTb peBmMaTonora He pexke AByxX pa3 B TpU mecALa.

Kaxkaple Tpu mecaua cgaBaTb aHaAU3bI:
0O aHaNN3 KPOBWY;

aHa/In3 Mouu;

HMOXMMUYECKUIA aHANU3 KPOBMW.

ExXerogHo:
CAAaBaTb aHa/IN3 Ha IMNMUAHbBINM NPOoPUNb AnA NPOPUITAKTUKN aTEPOCKNEpPO3a;
NPOXoAUTb AEHCUTOMETPMUIO (AMArHOCTMKA NAOTHOCTU N BEPOATHOCTU NEPENIOMOB KOCTHOM TKaHU) ANs NpeaoTBpalleHMsa OCTeonopo3a;
nenatb Rg-rpaduto Kocten Tasa, 4Tobbl n3berkaTb acenTMYeCcKoro HeKPO3a roN0BKU beagpeHHOoM KoCTy;
NPOXoAUTb 0PTaIbMOJIOTNYECKOE NCC/IeA0BaHME ANA NPeAOTBPALLEHNA PUCKA PETUHONATUM NPU MPUEME TMAPOKCUXIOPOXNHA;
onpeaenaTb TUTPbl aHTUTEN K dochonmnuaam (Mpu HaAMYMK BTOPUYHOFO aHTUPOCHONUNNUAHOTO CUHAPOMA);
nocewLaTb rMHeKoAora.

* MporHos. NMpodunakTuka
B nocnegHue aBa aecATUneTMA BblXKMBaeMocTb 601bHbIX CKB cywectBeHHO Bo3pocna. B 40-60 roabl XX Beka CKB paccmatpusanach Kak
daTtanbHoe 3aboneBaHue € eTa/ibHbIM UCXOA0M B TEHEHUE HECKOIbKMUX MECALLEeB UK NeT — NATUNETHAA BbIXKUBAaeMOCTb B 3TU rogbl He
npesbiwana 40 %.
B HacToAwee Bpema 5-neTHAA BbIXKMBaeMOCTb cocTaBadaeT 95 %, 10-netHAaa — 75-85 %, a 20-netHaa — 60-70 % . 3/27/2025
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Cnacubo 3a BHUMaHue!

nasara Ne
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