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CuctemHas cknepoaepmus (CC) vnu nporpeccupyrowmm CUCTEMHbIN CKNepo3 — NomopraHHoe
3aboneBaHne, B OCHOBE KOTOPOro fiexxaT MMMYHHbI€ HapyYLUEeHMS 1 Ba30CMacTUYECKME cocyanucTbie
peakuum rno Tmny peHomenHa PenHo, conpoBoxgaoLwmecs aktmsaumen pubpo3obpasoBaHua 1
N3ObITOYHBIM OTNOXEHNEM KOMIMOHEHTOB BHEKNETOYHOrO MaTpuKca (KonnareHa) B TKaHaX U opraHax

PacnpocTtpaHeHHocTb CC[1l Bo Bcem mupe': 17,6 Ha 100 000 = 0,018%
3aboneBaemocTb: 1,4 Ha 100 000 MmmyHonorny

CKue

peakuum

@ / @5" XXeHLwuHbl 60neloT B 5-7 pa3 yalle My>XXJYuH

He6ioT 3a6boneBaHunsa vyaLle Bcero B Bo3pacte 30 - 60 ner
B netckoM Bo3pacTe He 6bonee 10% cny4daes, Nmk 3aboneBaeMoCcTu
npuxogmTca Ha BospacT ot 10 go 16 nets.

BacKynonart

$unbpo3 s

5-neTHAA 10-neTHAA
BbDKMBA€MOCTbDb BbDKMBaAeMOCTb

Hanbonee yactom NnpuYInHOM CMEPTU ABMFETCH
accounmpoBaHHoe ¢ CC[L nHtepcTrumnanbHoe
3aboneBaHue nerkmx (CCO-N3/1) - 35% cmepTen.

74,9% 62,5%

Bairkdar M., et al. Incidence and prevalence of systemic sclerosis globally: A comprehensive systematic review and meta-analysis. Rheumatology. 2021;60:3121-3133. doi: 10.1093/rheumatology/keab190.
2Rubio-Rivas M., et al. Mortality and survival in systemic sclerosis: Systematic review and meta-analysis. Semin. Arthritis Rheum. 2014;44:208-219. doi: 10.1016/j.semarthrit.2014.05.010; Cottin V., et al. Interstitial lung disease
associated with systemic sclerosis (SSc-ILD) Respir. Res. 2019;20:13. doi: 10.1186/s12931-019-0980-7.

3 KnuHunueckue pekomeHgaumm. CCL y neten. 2017r RU.IVLSSD.000607_13.05.2025_v1



AHanu3 oCHOBHbIX MPUYMH CMEPTU NAaLMEeHTOB C CUCTEMHOMU
cKnepoapepmveu

AHanu3 EBponenckomn 6a3bl AaHHbIX 6a3bl AaHHbIX nauueHToB ¢ CCO (EUSTAR):

* 11193 naumeHToB Ha KoHeu, Mas 2014r ns Hux 1072 (9,6 %) ymepnn, CCJI1 — npuyrHa cmepTtny 57,6%.
 CpenHum BO3pacT Ha MOMEHT cMepTu - 63,6 + 13,4 nerT,
 CpenHasa NpooomKNTENbHOCTb 3aboneBaHns - 12,3+ 12,4 rona

Hanbonee yacTbie npuyYuHbl cMepTM naumeHTos ¢ CC4

UHTepcTUuManbHOe ApTtepuanbHas CepaeyHo-
3aboneBaHue nero4yHasn cocyaucTbie 3a6oneBaHuna T1ovYeuHblit
nerkmnx rMnepTeHs3us Pak sabonesaHnsa WUHPeKUMN  pronocknepos WKT Kpu3
\ R
N
17% 15% 13% 12% 9% | 5% 4% 3%
A
Jlerkoe — 6 % CH-4% [THEeBMOHMM NHbapkT — 3%
CC[ - cucrtemHas ckneponepmus, o 49 o
KT - >KenyLoUYHO-KMLLEYHbIN TPaKT, XKKT = 2% Aputmuns -3 %  — 4% NHeynbT - 1%
CH - ceppeyHas HegoCTaTOYHOCTb rl/IHeKOJ'IOFl/IFl _ 2% |/|HCbeKLI,I/Il/I
KOXn — 1%

Elhai M. et al. Ann Rheum Dis 2017:76:1897-1905. doi:10.1136 /annrheumdis-2017-211448 RU.IVLSSD.000607_13.05.2025_v1



CpaBHeHue npuumH cmepTtv naumeHToB ¢ CCOA u o6wen nonynauven

AHanu3 6a3bl aaHHbIX yMepLluux o ®paHuum B nepuopg ¢ 2000 no 2011 roa.
o« 2719 ymepwmx nmenun anarHo3 CCO, nsa Hux y 1 608 CC[], 6bbina ykazaHa OCHOBHOM MPUYNHOM CMEPTW.
 bonee BbiIcoKasg CMepPTHOCTb YV naumeHToB ¢ CC[l bbina cBA3aHa C cepaedHO —COCyanCTbIMU
3aboneBaHraMmn, 3ab0NeBaHNAMM OblIXaTeNbHbIX NYyTEN U MHPEKLUMOHHBIMY 3aboneBaHmnamMm (OTHOLLIEHME
purckoB cocTtaBmno 1,36, 2,99 n 5,61 COOTBETCTBEHHO).

45

40 393 mCCO (n=2719)

35 O6wasn nonynaumsa (n= 6 495 257)
X 30 28,3 279
225
I
2 20 18,6
)
— 15 11

6,2 . | 4’4
: l
CeppaevyHo-cocyaucTtbie 3a6oneBaHun NHbEeKLUMNOHHDbIe 3nokayecTBeHHble 3a6oneBaHua XXKT
3aboneBaHus AyXaTenbHbIX NYyTEN 3aboenBaHus HOBOOGpa3oBaHuA

Elhai M, et al. Ann Rheum Dis 2017;76:1897-1905. doi:10.1136/annrheumdis-2017-211448 RU.IVLSSD.000607_13.05.2025_v1



CCL. OcHOBHbIE KJIIMHUYECKUe YXanobbl

* NMopaXxXxeHue KOXWU: ONCNUrMeHTaUMUs, OTEK, YNNOTHEHME,
cknepopaktTunua = 100%

* MopaxeHune XKT: kcepocTomMms, MUKPOCTOMUSA (CUMMNTOM

CUHOPOM PerHo «KMceTa), HapyLueHne MoTopukn XKT, a3odaruT

« CocyaucTbie U3MEeHeHUA: CUHOPOM PenHo, gurntanbHble A3BbI,
cyxas raHrpeHa

e CKeneTHO-MbILleYHble NPOABNEHUN: apTPaNr 11, apTPUT,
MUO3UT, TEHOMHUT.

* UHTepcTUumanbHoe 3aboneBaHue nerkux (pubpo3s) = 80%
(25-30% nporpeccupyouiee)

AWTUTANBHBIS A3BBI - CyXxas raHrpeHa « JleroyHas apTepuanbHas runepTeH3us

« OcTtpasn HedponaTusa (CKnepoaepPMNIECKUNA NOYEYHDbIN KPU3) -
2-5% (netanbHocTb 40-50%)

OCHOBHbIE MPUYUHbI CMEPTU: UHTEPCTULMANbHOE
nopaxeHue nerkux, nerovyHaa aprepuvarjibHad rmneprteH3ud

CUMIMNTOM «KKUCeTa» cknepooakTnnud

Denton CP, Khanna D. Systemic sclerosis. Lancet. 2017 Oct 7;390(10103):1685-1699. doi: 10.1016/80140—673(5[97930933—9.
RU.IVLSSD.000607_13.05.2025_v1



CuctTemMHas cKknepoaepmMus INlokanusoBaHHaf cKkiepogepmusa

(cuctemHbIN cKNepos) (nepmaTtonorus)
(pesmaTonoruﬂ) XPOHMYECKOe 3a60neBaHne COeMHUTENbHON TKaHW,
XapaKTepuayloLeecs NOABISHUEM Ha PasIMYHbIX Y4aCTKaxX KOXHOro
MopaxeHne KoXXu npu NOKPOBa O4aroB JIOKanbHOro BocnaneHus (spuTembl, oTéKa) ¢
CUCTEMHOI CKnepoaepMum nocneayowmm GopMUpoBaHNeM B HUX ckneposa n/ vnn atpodun

KOXXM U noaneXxawmx TKaHen.
CKNnepoaakTuninAg

brsaweyHasa cknepooepmMms

Lincar
Morphea

CUMITOM «KKHNCEeTa»

Denton CP, Khanna D. Systemic sclerosis. Lancet. 2017 Oct 7;390(10103):1685-1699. doi: Careta MF, Romiti R. Localized scleroderma: clinical spectrum and therapeutic update. An Bras Dermatol. 2015 Jan-Feb;90(1):62-73.
10.1016/S0140-6736(17)30933-9. doi: 10.1590/abd1806-4841.20152890. RU.IVLSSD.000607_13.05.2025_v1



KnnHmnyeckoe HabnogeHmne

[MaumenTka Y. 1967r.p., HaxoamTCa Ha nedYyeHmnmn B pesmaTtonormndyeckom otoeneHmm [bY OHP «PKB nm.M..
KanunHmnHa»

>Kanobob:

-CYXOCTb B rfasax,

-CYXOCTb BO PTY,

-VMNOTHEHUNE KOXU KUCTEW, Npeannedmn,
CTOM, rofIeHen, nmua, 3aTpygHeHne npu
OTKPbITUN PTA;

-O0bILLKY CMELLUaHHOro XapakTtepa

-0 B MENKMX CyCcTaBax KUCTEN 1 CTON,
-NEPUNOONYECKUM CYXOM KallENb,
-yyalleHHoe cepauebnenHmne,

-3aTPYOHEHUE MPU ITMOTaHUM TBEPOOW MULLN,
-y4aCTKM N3BA3BNEHUS Ha KOXE KNCTEeN (Ha
ancTanbHbiX danaHrax m no pasrnbatenbHOm
MOBEPXHOCTU MEeXdanaHroBbiX CyCTaBOB
0beunx KUCTEN), MOBbLILLEHHOE BbiNageHne
BOJIOC.




AHamMHe3 3aboneBsaHumq

Cuntaet ceba 6onbHom ¢ 200/ropga, Korga BnepBble OTMETUNA
OTEYHOCTb CTON, B Nocrieayiowem nosiBmiacb OTEYHOCTb KUCTEN,
3aTEM VYMNOTHEHUNE KOXU pyK M Hor. C 2010r. noasunica UMaHos,
396KoCTb Knctem m cton. C 201Ir. ogpiwka npun du3. Harpyske,
3aTpyoHEHME nNpW roTaHuM TBepaon nvwun. B ganbHenwem
OTMETUNIa CTAHYTOCTb KOXW Ha /mMue U KOHEYHOCTSX,
cepouedbmneHne, nepebom B cepaue, HapacTaHMe OOblLKW,
BblIpaXEHHYIO 390KOCTb M OHEMEHME ManbueB KUCTEM U CTOm.
BoicTaBneH QOmarHo3 CUCTEMHOWM CKliepogepmMumn, HasHadeH
KynpeHunn 1T. B CYTKU. HeogHoKpaTHO nedyunacb B YCIIOBUAX
peBmMaTonormndyeckoro otgenerHmnsa JoKTMO.

[TocnepHsaa rocnutanmn3auma B Mae 2025r., cBs3aHHas C
VCUNEHNEM OObILLKW, MOABAEHNEM KaLLS.




O6BbEeKTUBHO:

YMANOTHEHME U TMEPNUTMEHTALIMNSA KOXKM KUCTEN, Npennneydmmn, cTtor,
roneHen, yrifioTHEHNE KOXXU nnua, CrvHbl, aMMMMUYHOE NNLLO,
KMceToobpasHbiM POT, 3aTPYAHEHME NPU OTKPbLITUM PTA.

LinaHO3 nanbLeB KUCTEM U CTOMN; KUCTU MU CTOMbI MPOXnaaHble Ha OLLyMb.
[Tynbcaums Ha nepundepmndeckmnx cocygax coxpaHeHa. Octeonns
HorteBblix danaHr |l nanbueB KNCTEN.

HenonHoe cxaTtune nanbueB KUCTEWM B KyaK, CHMXEHA MbllLeYHast cuna B
KNCTSAX.

Nedunrypauma KONeHHbIX CyCTaBOB, ABMKEHUA B HUX BONE3HEHHbIE,
orpaHuyeHsbl (crnbanme-90°, pasrndaHne-170°). Nedpurypaumsa
y4e3ansCTHbIX CYCTaBOB, OBMXEHUS B HUX BOME3HEHHbIEe, OrpaHnYEeHbl
(crnbanmne-15°, pasrndaHmne-15°, pagnanbHoOe oTBeaeHMe-2°, ynbHapHoOe
oTBeneHne-10°). dedopmaums Menkmx cyctaBoB ctorn. CKonmos
rpyaoHOro otaena no3BOHOYHMKA. B nerkmx abixaHme BesnkynspHoe,
CYXME Xpurbl B HEOOSMbLLOM KOMYECTBE, B HVXKHUX OTAEeNax
KpenutupyoLwme. eatenbHOCTb cepaua putTMmnYHaga, Ha BepxyLuke 1 ToH
[PaBEH 2, CUCTONNYECKUN LLIYM NPOBOAUNTCA BOONb NEBOrO Kpas rpyauHb,
aKLLEHTbl HA OCHOBAaHUM HE BbIPaXeHbl.

Y1-19/MmH, SpO2-91%.

All-120/80mm pT.cT. HCC-92 B MUH.




[laHHble AONONMHUTENbHbIX METOA OB UccrneaoBaHun

30.04.25 o6wimm aHanu3 kposum: J1-6,78l /n, He-136r/n, Op-4,45T/n, Toomboumntbl-230[ /1,
COB-41mm/vac; n-1, c-69, o-1, n-22, m-7.

30.04.25 ®B/L: BepoATHOE Hannuyme pecTpuKTUBHbIX HapyLweHun - XXKEJT Bopoxa+94%, nHoekc
TnopHo-70%.

07.05.25r. IOIrAC, 3aknodyeHve: HopmanbHag 3HOOCKOMMYEecKasa KapTuHa nueBoa.
[TOBEPXHOCTHbLIV racTPUT. [TOBEPXHOCTHbBIV OYOOEHUT.

13.05.25r. axo-KI': npornd nepegHem CTBOPKM MUTPANbHOroO KfarnaHa B CUCTOMY OO0 2MM.
[NasneHue B nero4ydomn aptepum 30Mm PT.CT. HEKOTOPOE YNNTOTHEHME CTEHOK aopPThl, CTBOPOK
aopTanbHOro kanaHa. YrfoTHEeHME CTBOPOK MUTPANbHOro KnarnaHa. HepocTtaTo4YyHOCTb
aopTtanbHoro knarmaHa 1 cteneHW. MwuTpanbHad HegocTaTtoyHoCTb 1 CcTeneHw.
TpukycnupanbHaa peryprutauma 1 cteneHn. HadanbHoe pacwmpeHune nonocTu NEBOro
npencepansa. Muokapn He VYTonweH. Y4aCTKM MOBBbILWEHHOM S9XOreHHOCTWM B TOMWE
MEXOKENYO0UYKOBOM NEPEropoOIKMN — MNPU3HaAKM Kapanockeposa. CokKpaTUMOCTb MMoKapaa
yaooBneTBopuTenbHas. [epukapn BbinoTa HE COOEPXKMNT.

KoHcynbTupoBaHa okynuctom OJOKTMO - gumarHos: CuHOPOM CyXxoro rrnasa.
KOHCyNbTUpPOBaAHa racTPO3HTEPONOroM — BbiBOAObl: [lopaxeHmne opraHoB XKT wmmeer
BTOPUYHbIN XapakTep. CUCTEMHas CKIepoaepMus, XPOHUYECKOE TeyeHme, C NopaxX eHNEM
XKT (runoToHmsa nuweBoaa, ractpoasodareansHas pednokcHaa 6onesHb 6e3 a3odarnrta);
XPOHUNYECKUN racTpOoOYOOEHUT aKTUBHAA dasa; NOMUM aHTPaNnbHOIro oTaena Xenygka.



KomMnbloTepHasa TomMmorpadpusa
OpraHoB rpPyYAHOU KJ1IeTKU

IHTepcTuumanbHOE nopaxeHne nerknx, ¢ popmMmpoBaHMEM KCOTOBOIO NIErKOro,
HanM4YmMem BPOHXO3KTA30B U MPU3HAKKM ODCTPYKTUBHOIO npouecca.




[lnarHo3s

CucrtemHad ckiepogepmMus, XPOHUNYEeCcKoe TeyeHue,
aKTUBHOCTb-2, C Nnopa)xeHnem KOXXU (MHaypaums,
rmnepnurmeHTaums), cyctasoB (nonuaptput, OK ), cocynos
(cvHgpom PenHo), nerkmx (AnddysHbI MHTEPCTULMANbHbBIN
npoouecc), XKT (rMnoToHus nuweBopda), C CUHOPOMOM
LLlerpena (C nopaXeHMeM COHHbIX U CNE3HbIX Xenes).




KpacHbie dnaru CCA

NMauumeHTa C HanUMume 3TUX CUMNTOMOB HEO6XoAMMO HanNpPaBUTb HA KOHCYNbTaLMIO K
peBMmaTonory:

0 ®deHoMeH PenHO - snm3onbl nNpexogawen OurntanbHOM UWemMun BCNeacTBMEe Ba3ocrnasMa
apTepun nanbLueB KUCTEW, NPpeKanuisapHbIX apTepMon U KOXHbIX apTEePUMOBEHO3HbLIX LUYHTOB
noa BAUSHMEM XONOOHOWM TEMMNePaTyYPbl M SMOLIMOHaNbHOro CTpecca

0 OTek KucTem - yBenM4YeHMEe MAacCCbl MAFKMX TKaHEeW nanbLeB PYyK, M3-3a OTEYHOCTU KOXMWU,
COMPOBOXOAaeTCHA YMEHbLUEHNEM BbIPaXEHHOCTU KOXHOIO PUCYHKA U pasrna)XXmnuBaHMeM cknagok
KOXW.

0 CknepopakTunus - yniioTHEHNE KOXW NManbLEeB PyK OMucTanbHee NACTHO-danaHroBbix CyCTaBOB,
crmbaTenbHble KOHTPAaKTYPbl MACTHO-danaHroBblX CYCTaBOB 3a CYeT MNepuapTUKYNAPHOro
drbpo3a, yMeHblLUeHne obbeMa MArKMX TKaHEN KOHLLEBbIX danaHr.

L AHTUMHYKNeapHbin paKkTop

RU.IVLSSD.000607_13.05.2025_v1



B-nMMdOLIUTbI UrpaloT KIOYEBYIO POJib B Pa3BUTUU CUCTEMHOM CKNepoaepMum

leHeTU4Yeckan
npegpacnosioXXeHHOCThb

®aKTopbl BHeLHeN cpeabl

Bupychl
OKcuOaTuBHBIA CTPEcc
unokcus
AyToaHTUTena

AHOoTenuH
XEMOKWHbI

v

® & o o
SHaoTtenuin

dHpoTenuanbHas
chuccpyHkumna

MoepexaeHne
aHaoTeNnUA

Basocnaam
Pemoaynsauua cocynos
"Mnokcma

AHTM-CD20

//’/\

L ld

Y \/
VW

_

YY

— , AyToaHTuTEna
\ [nasmaTtuyeckasn knetka

Oucperynaumns UMMYHHOM
cucTemsbl

AkTnBaums B-numdoumTtos
AxtuBaumsa T-numdouunTos

M poBocCnanuTerbHble UATOKKHbI

CwuHTes ayTOaHTUTEN

WUTOKVHBI: WTT-4,
nn-5, 1n-6, Wn-10,
WI-13, -33,
NdHa, TOP-B,
thakTop pocTa

dubpodbnact

AKTUBaUms
Mnocpnbpobnacrtos
CUWHTe3 1 HaKonmeHue
3KCTpaLEennonspHoro

MaTpKUKCa 1 KonnareHa

Ponb B-numodpumnTos:

v’ poayKums ayToaHTUTEN

v' Mpoaykumsa npodrbpoTUIECKUX U
NPOBOCNANNUTENBHbBIX LMTOKMHOB

v' BzanvmopgencTteume C
dunbpobnactaMmm 1 OpyrmumMmm

NMMMYHHbIMU KITETKaMu

AHTU-B-KneTouyHan Tepanua siBnsetTcq 9dPeKTUBHOMN NaToreHeTu4ecku o60CHOBaHHOM onuuen

Teparnum KNnacCu4YeCcKoro ayToMuMmmMyHHOro saboneBsaHusa - CACTEMHOM CKNepoaepmMmum

RU.IVLSSD.000607_13.05.2025_v1



KnuHunyeckue doopmbl CCAA

CC][] 6e3 cknepoaepMbl Unm

| I
I

BUcuepanbHasa dopma (£ 5%) | JiumutTupoBaHHasa popma = 70% OundPy3Haa dopma (20-30%) |
I l
I MposBnseTca peHoMeHOM OcTpoe Havano u I

BonesHb nmeeT BCe | m PellHO, NopaXKeHUe KOXM, GbicTponporpeccypyiollee |

XapakTepHble I orpaHu4YeHHble o6nacTbio Te4YeHne. deHomeH PeiHo l

NPOSABNEHUSA, KPOME I KMCTeﬁ, cTon, nuua, coyeTaeTCHd C NnopaXxeHunem :
[ NOABNAIOTCA B CPEAHEM KOXXU, pacnpocTpaHsioWmuMcs

MIOTHEHMS KOXM.

d | yepes 5 neT oT Havana NPOKCUMANbHO BhilLe |
I beHomeHa PeitHo. TeueHme NOKTEBbIX U KONEHHbIX I
| / MenneHHO- CyCTaBOB, 3axBaTbiBas KOXy |
| { ‘/ | } nporpeccupyoLLee 1 nuua, rpyam, xusora. Paro |
| / OTHOCUTEMLHO BOBJIEKAIOTCH XXN3HEHHO |
: | ﬂo6p0KaquTBeHHoe_ Ba>XHble OPraHbl. cepgue, :
| | XapaKTepHO o6Hapy>XeHe nerxkme, nouku n KKT. |
I A AHTULLEHTPOMEPHbIX aHTUTEN XapaKTepHO ObHapyxXeHmne |

o | ALIA aHTUTEN K Tonomsomepase -1
| (ALA). |
| ! 5-neTHAA BbDKMBAEMOCTb - (aHTn-Scl70) n PHK- [
I 85-90%. nonumepase lll (aHTv-PHKITI).
| 5-neTHAA BbDKMBA@MOCTb — |
I 50-60% [
e e e o e J

> tOBeHunbHaa CCJ[] — okono 10% 3aboneBaloT B 4ETCKOM Bo3pacTe. Y geTen pexe BcTpedyaeTca deHoMeH PenHo 1 nopaxxeHue
BHYTPEHHUX OPraHoB, NopaXxeHne KOXXn 4acTo npeacTaBneHo o4aroBbiM UNn NMMHENHbIM nopa)xeHnem. Cneumdunddblie gna CC[,
MMMYHOOrMYEeCKMEe MapKepbl BCTpeYaloTCa Y NONOBUHbI OONbHbIX.

> [epekpecTHasa popma — y 6onbHoro CCJl 0AHOBPREMEHHO MMEDTCS NPU3HAKN OPYroro pesmaTndeckoro sabonesaHus (PA,

AepMaTOMMO3T/nomminosnT, CKB v ap). Denton CP, Khanna D. Systemic sclerosis. Lancet. 2017 Oct 7;390(10103):1685-1699. doi: 10.1016/5014Q-6736(17)30933-9.



Ddubpo3 nerkux B ABa pa3a vyalle pa3ByMBaeTcs Y NaumMeHToB C
andody3Houn dopmoun CC[4

OudPy3Haa dopma CC[A NinmutuposaHHana opma CC1

n3n-ccn N3n-cca
MporpeccupyoLwiee
TeyeHue U3J
~15- 20%
20%

Pucku nporpeccupoBanns N3JT: o

o [mnddysHaa dopma CC/[]

 Hannuyme aHtn-Scl-70

 Crapwwun Bo3pacT

My>xckon non

 Paca: appoamepunKaHLpbl, asmaTbl ¥

* KWcxogHO HM3KMe nokasateny dyHKLUMOHANbHbIX !
NIErOYHbBIX TECTOB A

« Dunbpos nerkmx no pesynbtatam KT

¢
P

o TS

1. Hunzelmann N, et al. Rheumatology (Oxford). 2008 Aug;47(8):1185-92. doi: 10.1093/rheumatology/ken179. 2. Wu W, et al. Ann Rheum Dis. 2019 May;78(5):648-656. doi: 10.1136/annrheumdis-2018-213455. 3. Khanna D, et al.

Best Pract Res Clin Rheumatol 2010;24:387-400. 10.1016/j.berh.2009.12.002. 4. Denton CP, Khanna D. Systemic sclerosis. Lancet 2017;390:1685-99. 10.1016/S0140-6736(17)30933-9. 5. Maurer B, et al. Ann Rheum Dis
2015;74:1124-31. 10.1136 /annrheumdis-2014-205226. 6. Dobrota R, et al. Ann Rheum Dis 2016;75:1743-8. 10.1136 /annrheumdis-2015-208024. 7. Goh NS, et al. Am J Respir Crit Care Med. 2008 Jun 1;,177(11):1248-54. 8. Cappelli S, et
al.Eur Respir Rev. 2015 Sep;24(137):411-9. 9. Fan Y, et al. J Manag Care Spec Pharm. 2020 Dec;26(12):1539-1547. RU.IVLSSD.000607_13.05.2025_v1



BapuaHTtbl TeyeHuna CC[4

OcTpoe, O6bLICTPO mMnporpeccuvpyollee - pPasBUTME reHepann3oBaHHOIO éuMbpo3a KOXKM U
BHYTPEHHUX OpraHoB B nepsble 1-2 roga oT Ha4Yana 3abonesaHus, bbICTPO NPMBOAsLLLEE K OpraHHON

HEeOOCTAaTOYHOCTM (IEerkmx, NoYeK, cepaLa, XXenygouYHo-KNLIEYHOro TpaKTa);

MopocTpoe - VyMEepPEeHHOoEe nporpeccmpoBaHme 3aboneBaHnss C npu3HakaMm UMMMYHHOIO

BOcnaneHus (MNOTHbIN OTEK KOXU, MUO3UT, apTPRUT ), HEPEOKMN NepeKpeCcTHbe GOPMbI;

XpoHuyeckoe, MepaneHHO Mnporpeccupyollee TeuyeHue C npeobnagaHMeMm CocyaucCTom
naTonorny, HapacTaHMeM nepudepnyeckux WLIEMNYECKMX PacCTPOMNCTB (S18Bbl, HEKPO3bI),
YMEPEHHbIX KOXHbIX MNOABAEHNIM (CKNepoaakTUNmNs, KCKNepoaepMmMIeckoe» NmLUo) 1 BUCLIepanbHoM

naTonornu (nopaxenue XKT, MHTepCcTUUManbHOE nopaxeHue nerkux, J1AIN).
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AKTUBHOCTDb 3aboneBaHud

BbicoKaf — npeobnagaioT aKCCyoaTUBHbIE, OCTPbLIE M NOAOCTPLIE, MHTEPCTULIMANbHBIE U COCYOUNCTbIE
MPOSBNEHNS B BUOE MIOTHONO OTEKA KOXU, SPUTEMbBI U KanNUANAPUTOB, 9KCCYOAaTUBHOIrO NONMapTpuTa,
MNeBPUTA, MHTEPCTULMANBbHOM NMHEBMOHUN, MMOKaPOUTa, 930darnta n/mnm oyogeHunTa, no4yeyHom
naTonorum (OCTPas cknepoaepmmyeckasn Hedponatna) n ap. OnpenensioT nosbieHne COJ, CPE,

rmnepramMmmarnobyMHEMUNIO, CHXKEHUE KOMIMOHEHTOB KOMIMIIEMEHTA;

YMepeHHas - dnbpos3Hblie M3MEHEHUA Pa3NMYHOM NoKanmnsaumm ¢ npeodbnagaHmem nponmdbepaumm:
NMHOYPALUMA KOXWN, MHOYPATUBHO-MPONNGEPATUBHbBIN NONNAPRTPUT, aare3viBHbIN MNEBPUT,

KapOMOCKNEepos, CKepoaepMmyeckmnin a3odarmT, OyoaeHUT, CybKNMHMYeckasa Hedponatra v gp.:;

Huskas - npenmyLLLecTBEHHO DYHKLUMOHAaNbHbIE, ONCTPOdPUUYECKME N CKINIEPOTUYECKMNE N3MEHEHUSA

pasNMYHOM nokanmsaumm, COCyoauCTbie PacCTPONCTBA.
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Cragpum CC[1

OueHb paHHaa (MK AoKNuUHUYecKas), korga y 601bHOro ¢ eHOMeHOM PENHO BbISBNAIOT
no3uTrBHbIM AHD (> 1:160 (HenpamMas peakums UMMYHODTIOOPECLEHLINN)) /UK
«cKNnepogepmMmiyecKkme» ayToaHTUTeNa, a TakXXe CKNepoaePMUNYECKUIN TUM M3MEHEHWUI MPK

KanmMnniapoCcKonmu;
HavanbHas, korga, kpome deHomeHa PenHo, BbiaBnAOT 1-3 nokanmsauum 6onesnu;

CTaausa pa3BepHYTbIX KIIMHUYECKUX MOABNIeHUN, OTPaXKaloLMX CUCTEMHbBIN MOMUNCUHOPOMHbIN

XapakTep npoLecca;

MNMo3aHaa (TepMUHanNbHanA) — Npu PasBUTUM HEOBPATUMON HEJOCTATOYHOCTU XKNUSHEHHO BaXKHbIX

OopraHos.
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Anroputm paHHen guarHoctuku CC[

1-n @2Tan: nogo3penHune Ha CCL

\ 4

2-1 9Tan: guardocTtmka

BonbHble ¢ npeaononaraembiM gnarHo3om CCLl nmeloT:

-  @®eHomeH PenHo
- OTeK Kknucrten/cknepogakTUImo
- [lo3ntmuBHbl No AHO

Bpauy
obLwen
NPaKTUKHU

Ecnn HeraTmsHbI:

OcMOTp Opyrumu cneumanmctTaMmm

OdnddepeHumanbHas guarHoOCTUKa.

[NlaTonormm HeT - HabnwgeHune

\ 4

OcMOTpP NaumeHTa PeBMaToNOroMm:
- Kanunnapockonus
- BbigBneHue Scl-70, ALIA

\ 4

Ecnn nosntmeBeH xoTsa 6bl OgMH NMPENM3HaKk,

yCTaHaBNMBaETCA OMarHo3 paHHe CKepoaepPMun.

HasnavaeTtcsa obcnepoBanme: KT rpyoHOM KNeTku,
dYHKUMOHANbHbIE NEroO4YHbIE TECTbI, MAHOMETPWUS
mmweBoaa, Kl n OxoKl

PeBmaTonor

\ 4

[MaTonorna ecTb- Ne4YeHmne CornacHoO KIMHNYECKUM
peKkoMeHaauusam

AHaHbeBa J1T. HoBble knaccndunkauMoHHbIE KPUTEPUM CUCTEMHOM CKepoaepmMmnn (nekums). HaydyHo-npakTmyeckasn peematonorus. 2013;51(5):539-44.
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KnuHnyeckue pekomeHpgauum no nevyeHuo CCL. EULAR 2023

CocyaucTbie nopaxXeHus dubpos Bucuepurtbl
CuHppom JdurntanbHble Jlero4yHas Pnbpos ATrEREwLLAEE Clense- [NopaxkeHne [NoyeyHbIn
y oe 3aboneBaHune MbILLIEYHbIE
PenHo A3Bbl r’MNepTeH3nsa KOXXU XKKT Kpwn3
nerkunx CUMNTOMDI

NINONPOCT NNNONPOCT NINOMPOCT

. PNOLUUTYAT NHITMBUTOPHI HE
‘ MPOTOHHOW MNCMNOJIb3OBATb

CEJIEKCUMAI . rNoMribl MAMN® ans

npoPunakTukKun

.
*

*

He Has3HavaTb MPOKMHETNKW NAM®
BapdapuH

*

METOTPEKCAT AHTUBNOTUKN

BKK — 6nokatopsbl kKanbumesbix KaHano, MPLOD5 — nHrmbutopsl dochogmnacTtepasbl-5, APS — aHTaroHUCThbl peuenTopoB sHOoTeENMHa, MMO® - mukodeHonaTa modbeTun,
TU3 - Toumnmaymad, MAIMN® — MHrMBUTOPLI aHIMOTEH3MHNPEBPAaLLaloLwero depmerHTa, LD - uuknodochammg, Del Galdo F. et al. Ann Rheum Dis 2024:0:1-12. doi-10.1136/ard-2024-226430
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KnuHnyeckue pekomeHpgauum no nevyeHuo CCL. EULAR 2023

DdubpPOo3 KOXU U

Nérkux
®u6pos 5 Hoe MeToTpekcar (1BS), MukodeHonata modeTtun (1B) u/vnm putykcuma6b* (1A) cneayer
KoMK 3a ::ri':&""e Ha3HavaTb ANA NeYeHns KoXXKHoro ¢ubposa npu CCH,
’ Tounnunaymab* (1C) MoxXkeT ObITb HAa3HAYEH A5 TEYEHUST KOXXHOro dmnbposa Npu paHHEN
andodysHom CClI ¢ npmusHakamMm BoCnaneHus

MHTepcTUuManbHoe 3aboneBaHne nerkmx, accouumpoBsaHHoe ¢ CC[l (U3/1-CC[A1)

AyTO- AyTo-TFCK MukodeHonata modeTun (1A), umknodbocdamup (1A) unm putykcumab* (1A)
TrCK Putykcrumab cnepnyert Ha3HavaTtb anda nevyeHusa A3N1-CCA
Putykcmm MukodpeHonaTta
26 [ —— HuHTenanmnb cnegyeT Ha3Ha4YaTb B MOHOTEPMUU UNU B KOMBUHALMKW C MUKOPEHONATOM
MeTtoTpek | Lmknodocdan ModeTun
Selr HvHTEeAaHNG Tounnmzymab* (1B) cnegyet HasHa4vaTb ans nedenua N3J1-CC[
B MwukodeH
onaTta Toumnmaymad
ModeTun

*MpenapaT He 3aperncTtpupoBaH B PO ana nevyennsa CC[L
AyTo-TICK — ayTonormyHasa TpaHcnnaHTaumna reMonoaTUYECKMX CTBOTOBbIX KNEeTOK
§ ypoBeHb OoKa3aTenbHOCTU 1 CuUna PeKoOMeHaaLmMm

C Toumnmay
Mab

D Del Galdo F, et al. Ann Rheum Dis 2024;0:1-12. doi:10.1136/ard-2024-226430 RU.IVLSSD.000607_13.05.2025_v1



MaumeHT nonyyaetr MMO

NHTepcTuumnanbHoe

3aboneBaHue nerkux,
accouumpoBaHHoe ¢ CC[1

MauneHT He nonyvaeT

MMMYHOCYMNPECCUBHYIO Teparnuio

PaccmoTtpeTb Ha3HaveHne MMO

«paHHee BocnaneHue»

OrcyTtcTBME
nporpeccupyioLwero
dunb6po3a nerkux (U3J1)

A 4

MpoaomxuTtb Tepanuio,
HabnopeHve

n/vnu Putrykcumaba n/vunm LLO

Mporpeccupyowmn
dun6po3 nerkux (U3N)

OTcyTcTBUE

nporpeccupyioLwiero
dunb6po3a nerkux (U3N)

A 4

Mporpeccupyowmn
dun6po3 nerkunx (M31)

PaccmoTtpeTb
Purtykcmmab

MpoaomxuTb Tepanuio,

HabmopaeHve

N3J1 - nHTtepcTuumanbHoe 3abonepanve nerkmx, CCJIl — cuctemHas
cknepopepmusa; MM® - mukodpeHonata modpetun; LId - yuknopochamump.
Del Galdo F, et al. Ann Rheum Dis 2024;0:1-12. doi:10.1136/ard-2024-226430
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Anti-B-kneTouHas (anti-CD20) tepanusa B CC[]

MapameTp cpaBHEHUA

AHTUTENna
CTteneHb rymaHusauum

Fc - dparmeHT

Cnoco6 npumMmeHeHus n A03bl

Purykcumab

XnmMmepHoe
65%

He moandumnumposaH

Off-label
2000 - 1000 mr B\B 1 pas B 6-12
MecsLEB

-
PSS i

OuvBo3nnumab*
(MBNNN3N°®)
['YyMaHM3npoOBaHHOE
90%

Moaudukauusa npoduns
rMMKO3unMpoBaHua (HU3Koe
copepXaHue PyKo3sbl)

500 mr B\B 1 pa3 B 6 mecsLeB

RU.IVLSSD.000607_13.05.2025_v1



AP PeKTUBHOCTD NpenapaTtoB B OTHoLWweHun ubpo3a koxxu npu CC[4

-10

-15

N3meHeHmne NRSS

20

-25

Cyclophosphamide
(oral) Tocilizumab

MMF ‘l;
Methotrexate
Rituximab
Cyclophosphamide

(intravenous)

AHSCT

[narpammMa nnnocTpupyeT BAMSHUE MMMYHOCYMNPECCUBHOW Tepanumn Ha KOXY npun cuctemHomn cknepogepmum (CCL). MiameHeHne 6anna MoanduuUmMpoBaHHOroO

KOXHoro cyeta no PogHaH (MRSS) namepsietcs no wkane ot 0 oo 51 6annos. PaaMmep kaxxoon OKPY>XHOCTU OTpaxaeT AaHHble Mo 9dPEKTUTBHOCTM AN KaXX4oro
npenaparta (C y4eTOM 3HaYEeHMs MoKasaTens U CTaHOAPTHOrO OTKIIOHEHWS ), oTpaXkaa naMeHeHne Ganna mMRSS OT MICXOQHOro Ha GoHe neevyeHUs OT HaMeHbLIEro
(Toumnmaymab) Kk HanbonblueMy (ayToNorMyHas TpaHCnIaHTauMs CTBOMOBbLIX KNETOK)

Pope, J.E., Denton, C.P., Johnson, SRR. et al. Nat Rev Rheumatol19, 212-226 (2023).https://doi.org/10.1038/s41584-023-00909-5
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BSR Guidelines (2024r.): lleyeHue
UHTepcTUuuuanbHon 6one3sHu nerkux npu CCLU-UBJ.

NHTepcTunumanbHas 6onesHb nerknx (emnbpo3s nerkunx). JleyeHre: Ha MOMEHT NyonuKaLmMm NOCNeOHero
pykoBogcTea BSR Guidelines, Tonbko unknodpochdamma o1 gokasaH npu nedeHmnmn CCL-VBJI1L.
lccnepgoaHue SLSII nokasano, 4To MmkodpeHonata MmodpeTnn o111 0aMHakoBo adPEKTUBEH B
CpaBHEHUU C UUKIodochHamMmaoM, HO SHAYUTESbHO fy4LLE MO NEPEHOCUMOCTU. Ero MOXXHO
PEKOMEHOO0BATb KaK npenapaT NepBOn INMHUN.

HuHTeoaHmnb nony4mn ogobpeHme B peaynbtaTte MNPoaoMKUTENBHOM OLUEHKN MEeOULIMHCKUX TEXHONOMMIN
NICE, roe nporpeccupytowmm pmbpos nerkmx B TedeHmne npeablaymx 24 mecsues, onpenenseTcs
cHmXeHne FVC He MeHee YyeM Ha 10% mnnn cHmxkeHne FVC o1 5 0o 10% m yxyaweHne cuMnToMoOB U
KT-rnpunsHakos.

Touunmaymab (bronorndyeckmn npenapar, BNOKMPYIOLLUA PELENTOPbl MHTEPNENKMHA-6).

Putykcmmab Takxxe 6bin naydeH B Hebonblom PKU, nocesueHHom SSc (DESIRES), n B 6onee KpynHoOM
nccnenoBaHum, BktodasLweM SSc-ILD, cmelaHHble 3aboneBaHns coeanHUTENbHOM TKaHU U MUO3UT -
accoummpoBaHHyto 10 (RECITAL), 6bino obHapy>xeHo bnaronpuaTHOe BO3OENCTBUE Ha DYHKLIMIO
Nerknx n cMMnTomMaTuky. B HegaBHeEM mnccnenoBaHum 6bl10 BbiICKa3aHO NpennonoXxXeHume, 4Yto
pPUTYKCMab B codeTaHmm ¢ MMO® MoxXeT NpeBoCXoanTb Mo adPEKTUBHOCTU TONMbKO MMO B
cMmeLllaHHom koropTte 6onbHbiX NSIP.



BbiBOADbI

1. CucremHas cKnepoaepmusa - nonumopraHHoe 3aboneBaHue,
conpoBoXaalllieecs akTuBHbiM GubpoobpaszoBaHueM.

2. UHTepcTuumnanbHoe 3aboneBaHuUsl nerkux, accouuuposaHHoe ¢ CC[L
ABNAAETCA YaCTON NPUYMHON CMepPTU naumeHToB (35% cnyyaes).

3. MynbTaucuunnMHapHoii  nopxopn  (peBmaronor, nynAbMOHONOr,
PEHTreHonor) Heo6xoauMmM AONs NOCTAHOBKM AuarHosa UM o06Ccy)XXaeHuM
PEeKoOMeHAauuM rno fIevYeHumio.

4. AHTUPubpoTUueckaa Tepanuma (HMHTepaHu6), MMMYHOCYNpPecCUBHas
(umknodocdamup, mukodbeHonata modpetun), Guonorndeckue npenaparhbl,
6nokupylowme peuentopbl UHTEepnenkuHa-6 (Toumnusymab, putykcumab)
2bODEeKTUBHbI MPU MPOrpecCUpyroLLEM MHUHTEpPCTULUMANbHOM npoLuecce
nerkmx y 6onbHoix CCL.
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