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B nocaednue eodvr nabarooaemces 3nauumenvhwlil npoepecc 6 uzyvenuu cucmemnou ckaepooepmuu (CCIH). /g aevenus CCH npumensromes
MpaouyUoOHHble CUHMemu4eckue Oa3ucHvle NPOMUBOBOCNANUMENbHbIE NPENAPaNbl, 2eHHO-UHNCCHEPHbIE OU0A02UYECKUE NPeNnapambl, 6KAUAsS
anmu-B-kaemounvle npenapamol u uneubumopsL unmepaetikuna 6, a maxce anmugpuoposnvie cpedcmea. Co epemenu nocaedneli nyoauKayuu
pexomendayuii EULAR no aeuenuro CCHl 6 2017 . npouzouinu usmeHeHus:, no3momy 0biio n0020moesaeHo ux 00Ho8AeHuUe, 8 KOMOopom boaee
wupoKo paccmampueaemces aeverue éceeo cnekmpa nposieaenuii CC/, cgpopmyauposaro 22 pekomendayuu u evioeseHo § mepanesmu4eckKux
domenos. B cmamve npedcmasaensvt pexomendayuu EULAR 2023 e. no aeuenuro CCIl, a makice nepchekmugeHvle HanpagaeHus Hay4Holx uc-
cnedosarull.

Karouesnle caosa: cucmemnas ckaepooepmust; MeOuKameHmo3Has mepanus; Mesco0yHapooHsle peKoMeHOAyul.

Konmaxmot: Auna Cepeeesna Tpogumosa; anna.trofimova @szgmu.ru

Jlaa wumuposanus: Tpogumosa AC, Maszypoe BH, Msauuxoea BIO, Kysapoun EC, Macasuckuii AJl, Tpogumoe EA. ObnoeaenHbvie
mexncoyrHapoonvie pekomendayuu (EULAR 2023) no aeuenuro cucmemnoii ckaepodepmuu. Coepemennas peemamonoeus. 2026;20(2):21-28.
https.//doi.org/10.14412/1996-7012-2026-2-21-28

Updated international recommendations (EULAR 2023) for the treatment of systemic sclerosis
Trofimova A.S.”, Mazurov V.1.', Myachikova V.Yu.?, Kuvardin E.S.?,

Maslyanskiy A.L.%3, Trofimov E.A.
! North-Western State Medical University named after I.1. Mechnikov, Ministry of Health of Russia, Saint Petersburg;
2V.A. Almazov National Medical Research Center, Ministry of Health of Russia, Saint Petersburg;
3V.A. Nasonova Research Institute of Rheumatology, Moscow
41, Kirochnaya Street, Saint Petersburg 195015, Russia; %2, Akkuratova Street, Saint Petersburg 197341, Russia;
334A, Kashirskoe Shosse, Moscow 115522, Russia

In recent years, significant progress has been achieved in the study of systemic sclerosis (SSc). The treatment of SSc includes conventional
synthetic disease-modifying antirheumatic drugs, biologic agents, including anti-B-cell drugs and interleukin-6 inhibitors, as well as antifibrotic
agents. Since the last publication of the EULAR recommendations for the treatment of SSc in 2017, changes have occurred; therefore, an update
was prepared in which the treatment of the full spectrum of SSc manifestations is considered more broadly. In the updated document 22 recom-
mendations were formulated, and 8 therapeutic domains were identified. The article presents the EULAR 2023 recommendations for the treatment
of SSc¢, as well as promising directions for scientific research.
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CucremHas ckiepoaepmust (CCJl) — penkoe cucTeMHoOe 3a- [ereporeHHOCTb KIMHUYECKUX MPOSIBJICHU I, pa3IuJHasi CTe-
0oJIeBaHUE COSIMHUTENILHOM TKAHU C TTOPaXkKeHNUEM KOXKH, COCYIOB, TIEHb TSDKECTU KOXKHBIX TTPOSIBJICHUI U ITMPOKUIA CLIEKTP OPraHHOM
OIOPHO-BUTATEJILHOTO allliapaTta i BHYTPEHHUX OPTaHOB, B OC- MaTOJIOTUM SIBJISIIOTCSI OCHOBHOI TPOOJIeMOl AUarHOCTUKU U
HOBE KOTOPOTO JIeXKAaT BaCKYJIOMaTHsI, MaToJIOrMuecKast ak TUBaLIUs neuenus CC/ [2, 3].

WMMYHHO# CUCTEMBI C BEIPAOOTKOM CIIEIIMMDUUECKUX ayTOAHTUTET B 2009 . EULAR (European Alliance of Associations for
¥ TeHepaTn30BaHHBIN Guopo3 [1]. Rheumatology) u EUSTAR (EULAR Scleroderma Trials and
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Puc. 1. Knunuueckue domernwt u pexomenoavuu no mepanuu CCJ. bKK — 6a0xamopbr Karvyuegvix Kanaios,
uDJ[25 — uneubumoput pocgpoouscmepaszot 5; APD — anmaeonucmol peyenmopoe sndomenura, MT — memompexcam;
PTM — pumyrcumad; MM® — muroghenonama mogpemun; TI3 — moyuauzyma6; 11D — yuxaogocpamud;
UIIIT — uneubumopsr npomonnoit nomnwt; UAIID — uneubumopsv: aHeuoMeH3UHNpespauaruLe2o gepmenma
Fig. 1. Clinical domains and treatment recommendations for SSc. CCBs — calcium channel blockers; PDES5i — phosphodiesterase type 5
inhibitors; ERAs — endothelin receptor antagonists; MTX — methotrexate; RTM — rituximab; MMF — mycophenolate mofetil;
TCZ — tocilizumab; CYC — cyclophosphamide; PPIs — proton pump inhibitors; ACEi — angiotensin-converting enzyme inhibitors

Research Group — EBporieiickast ucciemnoBarenbckasi rpyrma mo
U3YYEHUIO CUCTEMHOM CKJIEPOJEPMUM) pa3padoTaiy HaydYHO 000-
CHOBaHHbIE PEKOMEHAALINY M0 (GapMaKoJIOTHUECKOMY JIEUEHUIO
CC. B 2017 r. BeInyuieH OOHOBJIEHHBIN BapUaHT 3TOTO OKY-
MEHTa, BKJTIOUAIONINII HOBBIE KlacCU(bUKAIIMOHHbBIE KPUTEPUH,
KPUTEPUM OIIEHKW WCXOMOB W METONBI JieueHUs . [4]. YautsiBast
3HAYUTETbHBIN 00beM TaHHBIX, HAKOTUIEHHBIX 3a TioceqHue 10 e,
OBLIO MOJArOTOBJIEHO OOHOBJIEHUE TUX peKOMeHIaLuii [S].

B cocraB paboueii rpynmbsl Bounio 22 skcrepra no CCI,
1 MenMuMHCKUI pabOTHMK, 2 mauuveHTta, 1 OubaMoTekapb U
1 meromuct. OT Poccuiickoit Denepaiii B pa3paboOTKe peKo-
MeHaauuil yyactsoBaia aA.M.H. JI.Il. AHaHbeBa, COTPYIHUK
®DI'BHY «HayyHo-unccaenoBaTeIbCKIit MHCTUTYT PEBMATOJIOTUI
uM. B.A. HacoHoBoii».

DKenepramu chopMyarpoBaHo 22 pekomeHaauu (B 2017 r.
ux 66110 16), 0603HaYeHBI 8 KiMHUYecKUX foMeHoB CCJI, BKTIO-
yafommx GeHomeH PeitHo (PP), nururanbhbie 3861 (1), e~
TOUHYIO apTepuaibHylo TutiepreHsuto (JIAT), ckieponepMudeckuit
nouyeuHbrit kpu3 (CI1K), dubpos Koxu, THTEPCTUIIMATBLHOE 3a-
oosieBanue gerkux (M3J1), mopaxeHue KeaTy104YHO-KUIIIEYUHOTO
TtpakTa (2KKT) 1 ckeneTHO-MbIllIeUHbIe MPOsiBAeHUs (puc. 1).

PexoMeHpanuu ¢ ypoBHEM J0KA3aT€IbHOCTH U YPOBHEM CO-
rJ1acusl IpeCcTaBJeHbl B TabaulIe.

Lenesas rpynna EULAR ormeruna, 4to naHHbie 00 uc-
TIOJTH30BAHUY UMMYHOCYTIPECCUBHBIX WIIN CTIeLIMUIECKUX Tap-
reTHbIX npemnaparoB npu Haanauu OP, 15 u JIAT oTcyTCTBYIOT,
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U3y4eHHe TaKoil Tepanuu caeayeT CYMTATh TPUOPUTETHBIM Ha-
npaBJeHUuEeM OyayIIuX UccaeaoBaHui (npurocernue ).

Ilpuaoxncenue 1. IlpuoputeTHsie HANPABJIEHHUS MCCJIeIOBAHMIA
CCJ,

* D beKTUBHOCTE UMMYHOCYITPECCUBHBIX M TAPTETHBIX CUH-
TETUUYECKUX TPETIapaToB MPU COCYAUCTHIX U KETyTOTHO-KUIIIeT-
HbIX nposiBieHusIx CCII.

* D heKTUBHOCTh HeapMaKOJIOTUUECKUX BMEILLIATEIbLCTB
i neyenus 4.

* DhbEeKTUBHOCTh TEHHO-UHXEHEPHbIX OUOJOTMYECKUX
npenaparoB MpU cepeuHO-cocyaucThiX nposiBiaeHusx CC.

* Db beKkTUBHOCTH (PapMaKOJOTUUECKUX U HedapMaKoIo-
TUYECKUX BMEIIATEeJbCTB MPU KaJIbIUHO3E y TAIMEHTOB
c CCA.

Pekomennanun EULAR no neuyennio CCJL
1. ®enomen Peiino

1. Aumazonucmvt Kaavuus OuuOPONUPUOUH06020 Ps0a caedyem
paccmampueams 6 Kauecmee mepanuu nepeot aunuu aevenus OP
npu CCJI.

Jlo HacTosIIIero BpeMeHU He OOHapy»KEHO HOBBIX JAHHbBIX
06 ncrnonbzoBanuu BKK mist neuenust @P. IeneBas rpynna eau-
HOIJIACHO COXPAHWJIA NMPeIbIIYIIYI0 PEKOMEHIAIMIO ¢ TOil XKe (op-
MYJIMPOBKOIi U CHJIOW.

2. HDJ[D5 makxwce caedyem paccmampueamv 045 aeHeHUs
DP npu CCJI.

Cospemennas peemamonoeus. 2026;,20(2):21-28
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Oonosaennbie pekomennamuu EULAR no aevenuro CCJL
Updated EULAR recommendations for the treatment of SSc¢

ITopaxxenue Pekomenpanus VI CP YC (SD) YC>8, %
OpraHoB
op AHTaroHMCThI KaJIbLMS AUTUAPONMPUAMHOBOIO Psifia CJAeIYeT UCII0JIb30BaTh la 8,6 (2,4) 88
B KauecTBe Tepanuu nepsoit tuauu ®P mpu CCJI
NDDS5 Takxke ciiemyet paccMaTpuBaTh st iedeHust @P ripu CCJL la A 8,6 (2,4) 88
B/B BBeneHue mionpocra ciaemayeT MpUMeHSTh TPpY TspkenoM Tedern OP la A 9,0 (1,4) 80
rociie Hea(h(HEKTUBHOCTH MEePOPaIbHOM Teparu
plve| NDD5 u/vnm B/B BBeIEHUE WIONIPOCTA CIEAYeT pacCMaTpUBAaTh [UIS JIeYeHUsT  la 8,8 (1,9) 92
51 y matmenToB ¢ CCJL
BoszeHTaH ciieyeT NpUMEHSTh 1Sl yMEHbILIEHUS] KOJIMUYECTBA la A 8,0 (2,5) 84
HoBbIX 513B 1pu CCJ]
JIAT Komounanuio u®/155 u APD crnemyer paccMaTpuBaTh B KaUeCTBE TEPATTUK la A 8,1(2,9) 80
nepoit tuauu JIAT pu CCJL
B/B BBeigHME 3MTOMPOCTEHOJIA CIeAYeT UCTI0Ib30BaTh y 00bHBIX CCJI la A 7,7 (3,1) 76
¢ nporpeccupyionieit JAT (OK 11 u 1V)
Hnst neaenust JIAT mpu CCJI cinemyet pacCMOTPeTh Apyrue aHanoru wiv ATl 1b B 7,7 (3,1) 76
Puoruryat MoxHo Ha3zHayath Wis jgedeHus JIAT npu CC 1b B 8,0 (2,4) 76
TpuMeHeHre aHTUKOATY/ISTHTOB (BapdaprH) He peKOMEHIYeTCS 2a C 8,2 (2,1) 68
1wtst steuenust JIAT y marmentos ¢ CCI
CIIK HAII® cinenyeT npuMeHsTh HeMeUIeHHO 1py BbisiBieHun CITK 4 C 8,4 (2,6) 84
[Mammentsr ¢ CC/1, monyvaronue ['K, 1omKHBI peryisipHO KOHTPOJIUPOBATh 3 C 7,9 (3,1) 84
AJl st BeisiBieHust CITK
IMopaxenue MWIIII cienyer paccmatpuBath uis JeueHust [ OPB, npodunakruku s38 3 B 8,3(2,5) 84
XKKT ¥ CTPUKTYD TNulleBoaa y nauueHToB ¢ CCJL
[IpoxuHeTHYecKre Mpenaparsl ClieLyeT UCIOIb30BaATh IPU 1b 8,0 (2,3) 72
CHUMITOMATUYECKUX HAPYIIEHHUSIX MOTOPUKH, cBsi3aHHbIX ¢ CCJL
YepenoBaHue aHTUOAKTEPUAIbHBIX MPENApaTOB CJEAYET MPUMEHSTH 2b D 7,3 (2,7) 60
MPY U30BITOYHOM DAKTEPUATBHOM POCTE B TOHKOM KHUIEYHUKE
Koxa MT (1B), MM® (1B) n/unmu PTM (1A) ciemyet paccMaTpuBaTh Isl T€ISHUST la-b A/B 7,6 (3,2) 72
bubposa koxu mpu CCI
TLI3 MoXeT Ha3HaYaThCs MALMeHTaM ¢ (UOPO30M KOXHU MPU paHHE 1b C 7,2 (2,1) 60
aktuBHOU nuddysHoin CCA"
n3J MM® (1A), LD (1A) wiu PTM (1A) crienyet paccMaTpuBaTh JUIST JIEUESHUST la A 8,1(2,8) 88
M3J1 y mauuenTos ¢ CCI’
HuHTtenaHn6 MOKHO MCIOJIb30BaTh B KAY€CTBE MOHOTEPAITMU WU la A 8,5(2,5) 84
B KomOnHanmy ¢ MM ® miist neuenust MU3J1 y mammentos ¢ CCI1
TL3 cnenyer npumeHsTh 1ist tedeHust M3J1 y manumentos ¢ CCI” 1b B 7,8 (2,8) 76
Iioxoit BbicoKOMHTEHCHBHAsE UMMYHOCYITpeccusi (00bIaHO BKITIoyarorast L{D) la A 7,8 (2,5) 68
MPOTHO3 ¢ nocieaytoteit ayronorndroit TTCK MoxkeT ObITh pacCMOTpeHa Ha paHHEei
CcTaJiuu OOJIE3HM ISl JISYEHUST OTAEIbHBIX MalMeHTOB ¢ aAuddy3Hoii hopmoit
CC/1 v mI0X1M IIPOTHO30M IIPU OTCYTCTBUU MPOTPECCUPYIOIIETO
KapIMOPECIIMPATOPHOTO TOPAXKEHMSI
IMopaxenue  MT cienyetr IPUMEHSITh MPU MOPAKEHUN OMIOPHO-ABUTATEIbHOTO 2b D 7,8 (2,7) 80
OIOPHO- ammapara rpu CCJ1
JIBUTATEIb-
HOTO
armapara

Ipumeuanue. * — CyIIECTBEHHO HOBbIE peKOMeHIaiuu 1o cpaHenuto ¢ 2017 r.; Y/ — ypoBeHb nokaszareibHoctr; CP — cuiia pekoMeHaalmii;
YC — ypoBeHb coracusi. B/B — BuyrpuBeHHo; PK — dyHKmoHanbHblil kKiacc; AIl — aroHucTsl mpoctauukinHa; 'K — rIl0KOKOPTUKOUIBI;

AJl — aprepuanbHoe nasinenue; [ DPb — ractpoazodareansHas pedimokcHast 60me3nb; TTCK — TpaHCIIIaHTAIINS TEMOTIOTUYECKUX CTBOJIOBBIX KJIETOK.

C MoOMeHTa MPUHIATHUS TMOCIeTHUX pekomeHmannii 2017 T
He TTOSBUJIOCH HOBBIX JaHHBIX, COXpPAHSIETCS aKTyaJIbHOCTh Me-
taaHaiau3a M. Roustit 1 coaBT. [6]. BKJIIOYABILIETrO IIECTh PAHIO-
MU3MPOBAaHHBIX KIMHUYecKux ucciaenopanHuii (PKH), omny6au-
koBaHHBIX ¢ 2005 1m0 2012 1., B KOTOPBIX 224 manyeHTa nojydaim
n®JI25. B rpynme nd®/ID5 Habmomanoch obliee yIydlicHUe
OLICHKU COCTOSTHUS Yy TTaneHToB ¢ P, yMeHbIIIeHNE CyTOUHOM
YaCTOTHI ¥ MPOAOKUTEIBHOCTH aTaK IO CpaBHEHMUIO C TIIa1e0o.

Cospemennas peemamonoeus. 2026,20(2):21-28

BoicoKuii ypoBeHb pe3y/IbTaToB MO3BOJII COXPAHUTH PEKOMEHIALMIO
1o ucnob3oBanuio n®/ID5 npu OP.

3. B/e 6eedenue uaonpocma caedyem paccmampueamo npu
msxceaom meuenuu DP nocae nesghghexmuenocmu nepopaavholi
mepanuu.

C MoMeHTa TIoCieTHeTO OOHOBJICHUST He OBIJIO HOBBIX TTY0-
JIMKALIUiA ¢ 60Jiee BBICOKUM YPOBHEM JI0Ka3aTeJIbHOCTH O TIPHU-
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oPpP

Hauano tepanuu BKK (Hudennnuu
¢ MOIM(ULMPOBAHHBIM
BBICBOOOXIEHUEM)

'

11. TururanabHbie S3BbI
4. HDJ[D5 u/uau 6/6 66edenue uio-
npocma caedyem paccmampueams 041 aeve-
nusa JI5 'y nayuenmos ¢ CCJI.
CucremMaTnyeckuii 0030p JIUTEPATyphbl
He BBISIBWI HU ogHOro HoBoro PKMU, mo-
cBsIIeHHOTOo BausiHUO UMD/AD5 u/unmm

CuMITOMBI

_>| Her (HS wnm s13Bb1)
10 KOHTPOJIEM |

R

B/B BBEICHUS UJIOMPOCTA Ha 3a3KUBJIEHUE
J14, ¢ 6oee BBICOKMM YPOBHEM JI0Ka3a-
TEJbHOCTU Mo cpaBHeHUIo ¢ 2017 ., mo-

Paccmorpets

" Paccmotpers HazHaveHre PID5
¥/WIK B/B BBEICHNE WIONPOCTA (3aKHMBJICHHE)

sromy EULAR coxpaHuia npeablIyInyro

HasHaueHne ndJ1D5.

Y

PEKOMEHIALHUIO.

MoHoreparnus 1160

PaccmoTpeTh npiuMeHeHre 603eHTaHa
w/wid uDID5 (st npodUTaKTHKK)

5. bozenman caedyem npumensams 041
ymenvuenus vucaa Hoewix 136 npu CC/1.

KOMOMHMPOBaHHAs
Tepanusi ¢ BKK
I |« CuMnTOMBbI
TI0ZT KOHTPOJIEM
Paccmotpets
B/B BBEIIEHHE MIOMPOCTA Her

Puc. 2. Cxema neuenus OP u JI4 y nayuenmos ¢ CCA. HA — nexcenamenvhoie seaenus
Fig. 2. Treatment algorithm for Raynaud’s phenomenon and digital ulcers in patients with

SSc. AEs — adverse events

TTockosibKy He TTOJYYeHO JOoKa3a-
TEJICTB 00Jiee BEICOKOTO YPOBHSI, 3Ta pe-
KoMeHIanusi He m3Menmiaach ¢ 2017 r. u
COXpaHseTCA TOJBKO JJisi 003eHTaHA, He
pacnpocTpaHssch Ha Bech Kaacc APD.

I11. Jleroynas aprepuanbHas runepTeH3us
6. Komounauyuro u®@J[D5 u AP cae-
dyem paccmampueamsy 6 Ka1ecmee mepanuu
nepeoii aurnuu JIAI npu CC/I.
DTa HOBasi peKOMEHIaIIMs TOAKPer -

Manuent He nomnyvaer tepanuio JIAL (— CCII-JIAT |—

MauueHt yxxe noxydaer uPADS5 n/mm
603eHTaH (JeueHue J15)

JIeHa IBYMsI He3aBUCUMBIMM post hoc aHa-
amn3aMu  ogHoro um Toro xe PKU

AMBITION [7], B kotopom 500 yyacTt-
[ ‘ 3 HUKOB ¢ JIAI" ObITM paHIOMU3UPOBAHEI B
Hauatb cpa3y ¢ koMOuHanumu PaccmotpeTh n06aBieHnEe/3aMeHY TPU TPYMOIBL: 1-1 — KOMOMHAIUS TIEPO-
+ :
APD + udJ195 P Ha puouuryart wim go6asiaenue All pAIbHOTO aMGpU3EHTaHa 1 Tananaduia,
/ J 2-51 ¥ 3-51 — OIIMH 13 3TUX ABYX MIPErapaToB
B KoMOuHanuu ¢ ranedo. IlepBuuHoit
Ha6nonenue . BO3 ®K I1I/IV Ha6monenue . 6

B TEUCHITE 3—6 MeC > ot EOIT B TeUCHUE 3—6 MeC KOHEYHOI TOYKOI ObUIO BpeMsi 0 NEPBOTO
A CpETHUIL/BHICOKHi COOBITHS KIIMHUYECKOU Heyaaun (CMepTh
Y pHCcK Y OT JI00OI MPUYMHBI, TOCIIUTATIMU3ALHUS C
yxyaieHueM cocrosiiust nipu JIAT, nipo-

BO3 @K II BO3 @K I1I/IV 6
i EOTT B i EOTT rpeccupoBaHue OOJIE3HU, HEYLOBJIETBO-
HUBKUi/cpennmii | CPEIHUI/BBICOKHUI pMTeJ‘[bHHﬁ Z[OJTFOCpO‘{HHﬁ KJIMHWYECKUA
puck puek OTBET, YXY/LIEHUE pe3y/IbTaTa 6-MUHYTHON
[ XOBOBI >15% 1O CPaBHEHUIO C UCXOIHBIM,
ycroituuBbie cuMmnToMbl 111 nmu IV K

[ponoxuTh TEpanuio U HabJIaaTh

PaccmorpeTh HazHaueHue B/B Al

no kjaccudpukauuu BO3 B TeueHue

Puc. 3. Cxema neuenus npoepeccupyroueit/msaxcenoii JIAI. EOII — Eeponeiickoe oouje-

CMe0o NYyAbMOH0102068

Fig. 3. Treatment algorithm for progressive/severe pulmonary arterial hypertension.

ERS — European Respiratory Society

MeHeHnH uiomnpocta. IleaeBas rpynma coXpanuwia npeablaylnie
PEKOMEHIAIMN 10 MPUMEHEHNI0 B/B JIeYeHHsI B KaueCTBe BTOPOii
JINHUM TIOCJIe HEeYIaYH TIePOPAJIbHOM Tepanum.

Anroput™ nedenust ®P u 151 nmpencrasieH Ha puc. 2.

B pexomenmanuu 2017 . 661 BKItoueH uyokcetnH (CP —
C, otHocuTtenbHO HU3KM YC). B npoliecce 00cy>kieHus1 3HaYeHne
3TOr0 Mpenapara ObLUI0 CHIZKEHO, TI03TOMY PEKOMEHIAIHIA B TOJIb3Y
WJIM MIPOTHB €T0 MCIOJIb30BAHNS HE JAHO.

ITpoTuBopeuuBbIe faHHbIE 00 3 dekTBHOCTU APD B j1eye-
Huu OP npuBenn K pemieHUo He (popMyIMpoBaTh KaKylo-Ju00
PEKOMEHIALMIO.
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>6 Mec). KomOuHMpoBaHHasT Tepamus
oKaszajach 3HaYUTENbHO 3(deKkTuBHEE
MOHOTEparuu.

PaGouast rpynna eAMHOIIACHO peKo-
MEHI0BAJIa KOMOMHMPOBAHHYIO TEPANMIO B
KayecTBe NepBoii JJMHUM NpH BbisBieHun JIAT.

7. B/6 6sedenue snonpocmenoaa caedyem paccmampueams y
ooavrvix CCJl ¢ npozpeccupyroweii JIAI (OK IITu IV).

YuuTbIBasi OTCYTCTBHE HOBBIX HCCJIEJIOBAHMIA C 00Jiee BBICOKUM
ypoBHeM nokazatesbHocTH, EULAR coxpanunia 3Ty peKoMeHIanuio
0e3 u3MeHeHHid

Cxema sieyeHus1 riporpeccupytoieii/Tskenoi JIAI npen-
CTaBJieHa Ha puc. 3.

8. Jlaa aevenus JIAI npu CC/] caedyem paccmompems dpyeue
ananoeu uau AIL

Cospemennas peemamonoeus. 2026;,20(2):21-28
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[MarmeHT yxe rmoaydaet

CCI-Mn3J1

> I «PanHee» BocniasieHre»

MM®
Y

[MameHT He NoyyaeT UMMYHOCYIIPECCUBHYIO TePAIUIO ]

PaccMmoTpeTh Ha3HaYeHME HUHTEIaHUOa
c/6e3 MM D

Paccmotpets npumenenne MM @,
u/wm PTM, u/wm P

Paccmotpets ucnosb3oBanue T3

HabmoneHue B TeueHne 6 Mmec

A {}

Her I1®-M3J1 No-nsi

TP-M13J1 |<—| HaGmonenue B TeyeHue 6 Mec |—>

TTponoXuTh TEPANUIo
1 HaboaTh

PaccmoTtpeTh
Ha3zHaueHue PTM

[MponomkuTh Tepanuio
1 HaOJII01aTh

Puc. 4. Cxema nrevenus U3J1 npu CCJl
Fig. 4. Treatment algorithm for SSc-1LD

IMocne nosiBnenns pekomenmaunii EULAR B 2017 1. S. Gaine
1 coaBT. [8] omybaukoBanu pesyiabTaThl ¢da3bl 111 mBoitHoro
cienoro PKUM cenekcumnara B MaKCMMaJIbHO TIEPEHOCUMOM J03€
10 cpaBHeHMIO ¢ Tutane6o y 1156 manuenrtoB ¢ JIAIL, He momy-
YaBLIUX JICYCHUS WJIU TTOJTyYaBIIMX CTaOMIbHBIE 1036 UDIDS,
APD mnmm ux kom6uHanuo. B atoii rpynme 66uto 170 601bHBIX
CCJl c JIAT (77 6bina Ha3HAueHa aKTUBHAsI Tepamnusi, 93 — 1uia-
11€00), MCITOJIL30Ba/IaCh aHAJIOTMYHAsI MAaKCUMaJTbHAsI TIepeHOCUMast
11032, TOKa3aHo 00l1llee CHIKEHUE pUCKa CMEPTHOCTH Ha 44%.

PaGoyas rpynna npuHsia pelneHHe PeKOMEHIOBATH MCIOJIb-
30BaHHeE CeJieKcHumara.

9. Puoyuzyam moxcro paccmampueams 0as aevenus JIAI npu
ccr.

M. Humbert u coaBt. [9] onyonukoBanu pesyiasratel PKIM
PATENT-1 u ero noarocpouHoro npoaojikeHus PATENT-2, B
koTopbix y nmanueHtoB ¢ CCJI mpoBoauiocs jgeuenue JIAT puo-
LIMTYaTOM I10 CPAaBHEHUIO C TIaIe00 U OlleHUBaach ero ahdeK-
TUBHOCTb. YUUTHIBAJIUCH PE3YJIBTAThI TECTA 6-MUHYTHOM XOIBOBI,
remonuHamuka u K JIAT no knaccudukauuu BO3. [MaiueHTs!,
MoJIy4yaBUIMe PUOLUIYAT, COOOILMUIN 00 YIy4YIIeHUU pe3yJibraTa
TecTa 6-MUHYTHOM XOIbOBI 10 4 MUH Ha 12-ii Henesie 1o CpaBHEHUIO
¢ 37 muH B rpynme riaune6o. Pesynsratel PATENT-1 u
PATENT-2 oka3ainch COITOCTaBUMBI C TAHHBIMU, IPOAHATTN3H -
poBaHHBIMU 3KcriepTamMu B 2017 T. ¥ peKoMeHIanusi ObLIa 0CTABJIEHA
0e3 n3MeHeHuii.

10. Ilpumenenue anmuroazyianmos (eapgapun) 04s aexenus
JIAT y nauyuenmos ¢ CCJ] ne pexomendyemcs.

AHTUKOATYJISHTB IIUPOKO WCITOJB3YIOTCS IS JICUCHUS
unuonaruueckoit JIAILL TemM He MeHee MeTaaHAJIU3 YEThIPEX UC-
cienoBaHuii, BKiItoyaBiux 392 manuenta ¢ CCJ/, mokasai, 4yTo
y nanueHToB ¢ JIAI' HaGmonanoch 3HaYMTEIbHOE YBEJIUUYEeHUE
CMEPTHOCTH, CBSI3AaHHOI ¢ MPUMEHEHUEM aHTUKOoaryasiHToB [10].

EULAR oTK/IOHW/Ia peKOMEH/IAIMIO N0 UCTOIb30BAHUIO AHTH-
KOAryJIsIHTOB (B OCHOBHOM Bap(apuHa).

IV. CkneponepMuyecKuii mouyeuHblii Kpu3
(«CKJiepojiepMUyecKasi MovKa»)
11. HAIID caedyem npumensmo HemeOAeHHO NPU GbIAGACHUU
CIIK.
Hecmortps Ha orcytctBue PKU, cieninanbHO MOCBSAILIEHHBIX
onieHke BusgHus HAII® na CITK, padouas rpyrma EULAR or-

Cospemennas peemamonoeus. 2026,20(2):21-28

MeTHJIa 3HAUYUTEJbHOE CHUXKEHME YPOBHSI CMEPTHOCTHU, TOCIIE
Toro Kak MATTI® GbLT BKIIIOYEH B TEPAITUIO, IIOITOMY PEKOMEH AL
oCTaBJieHa (€3 U3MEHEeHMil.

12. Iayuenmot ¢ CCJI, noayuarowue I'K, doaxncnot pezyaspno
Konmpoaupoeamo AJl 045 éviasaenus CIIK.

DTa peKOMEHIANHUsI COXPAHEHA B NMPEXHEM BHIE B CBSI3U C
Pa3HOPOIHOCTBIO JAHHBIX JIMTEPATYPBI 10 3TO TEME, OTCYTCTBUEM
0ojiee BBICOKOIO YPOBHSI J0KAa3aTeJIbHOCTH IO CPABHEHUIO C
2017 .

V. Ilopaxkenue KeJryI04HO-KHIIEYHOTO TPAKTA

13. HIIII caedyem paccmampueams 04: aexenus I9Pb, npo-
duraxmuru 5136 u cmpuxmyp nuweeooa y nayuenmos ¢ CCJI.

HeszaBucumble KOropTHbIE MCCIEIOBAaHMS MOKA3alau, 4TO
WIIIT moryT ObITh 2((MEKTUBHBI [J11 KOHTPOJIsT 330daruTa,/ra-
crputa [11, 12]. EULAR npu3Hana HeoOX0AUMOCTb Ha3HAYEHUST
WIIII s rewennst TOPB Ha HavambHOM 3Tare ¥ peKOMeHI0BaIA
HX WCNOJb30BAHNE JJISi KOHTPOJS CHMITOMOB M MPO(UIAKTHKH
OCJIOXKHEHHIi CO CTOPOHBI MUIIEBOA.

14. Ilpumenenue npoxunemuueckux npenapamos ciedyem pac-
cmampueams 041 AeHeHus CUMIMOMAMUMECKUX HapyuleHull mo-
mopuxu, céazannvix ¢ CC/1.

B 2017 . C. Foocharoen u coaBr. [13] cooO1ImIm o pe3yibraTax
4-nenenbHoro PKU ¢ yyactuem 148 manmenros ¢ CCJI, KoTopbie
npuauManu UIIIT v Obliy paHAOMU3UPOBAHbBI B TPYITITY JOMIIE-
puIoHa JIMOO aJbrMHOBOM KUCJIOTHI (Miau Tiane6o). B obenx
TPYIIIIaX OTMEYEHO CXOXee YMEHbIIeHUE TSKECTH CUMITTOMOB
I'DPB, nipu atom 5 (13,2%) naumeHTOB B TpyIIe JOMIEpUIOHA
u 8 (21,6%) B rpyrie albIrMHOBOI KMCIOThI HE OTBETUJIU Ha Te-
panuio.

IleneBas rpynna npu3Hajia HEOOXOAUMOCTb JIy4IIEr0 KOHTPOJIS
nopaxennst ZKKT — pekomenganusi coxpaHeHna.

15. Yepedosanue anmubaxmepuaibHoIX npenapamos ciedyem
paccmampueams 045 nN00asAeHuUs U30bIMOUHO20 OAKMePUAIbHO20
POCMa 6 MOHKOM KuulevHuUKe.

XOTsl 9KCHePThl MPU3HAIM HEOOXOIMMOCTh NalbHEMIINX
HCClleIOBaHU I, 0COOEHHO U3yuyeHUs criemduyeckux aphekTon
MMPOOUOTUKOB, PEKOMEHIAIMS HCIIO/Ib30BAHUS YEPEIYIOIIXCS CXEM
AHTHOWOTHKOB /IS JIEYEHUS] CHHAPOMA M30BITOYHOTO OAKTEPHAILHOIO
POCTA B TOHKOM KHILIEYHHKE COXPAHEHA.
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VI. Koxa

16. MT, MM® u/uau PTM caedyem paccmampueamv 04s
aeuenus uoposa xoxcu npu CCJI.

C 2017 &. nnst MT He 1oy4eHO JaHHBIX ¢ 00Jiee BHICOKUM
YPOBHEM J10Ka3aTeJIbHOCTU. DTa peKOMEH/Ia11sl OCHOBAHA IJIABHBIM
ob6pasoM Ha pesyiabsratax PKU ¢ yaactuem 142 mauuenros ¢ M3J1,
cBs3aHHbIM ¢ CC/I, monyuyaBimx MM® wim nepopaibHbiil LD
(Scleroderma Lung Study, SLS 11) [14]. AHa/iu3 BbISIBUI yTydIlIeHUE
KoxXHOro cyeta o PonHaHy B TeueHue 24 Mec MO CpaBHEHUIO C
WCXOMIHBIM YPOBHEM Kak 1t MM®, tak u st LID.

Haubonee cunbHble 10Ka3aTeNbCTBA B MOJIb3Y MPUMEHEHUS
PTM nonyuenst B Anmonnn B PKU, BrimrouaBiem 56 maueHTOB
¢ CCJ/l 1 koxXHBIM cueToM =10 6autoB [15]. AGcommoTHOE yiry4-
meHue 4yepe3 24 Hen B rpymnre PTM ObLJIO CTaTUCTUYECKU
3HAYMMO OoJiee BbIpaskeHHBIM, YeM B Tpymre rmianebo. Paznumuunit
B H He Habmomanock.

OkcnepTsl pekomenoBam PTM is iedenus pnuodpo3a Koku
npu CCJI.

17. TII3 moxcem 6vimv paccmompen 04s aedeHus Quoposa
Kodcu y nauuenmos ¢ paunei, akmuerou oughgpysnoii CC/1.

TU3 npumensiics B PKU dasel 11, B koTOpom nuHamuka
TTOpakeHUsI KOXU ObLIa OCHOBHBIM KPUTEPUEM JTOCTVKEHUS pe-
3yJIbTaTa y TMAlUeHTOB ¢ pAHHUMU aKTUBHBIMU hopMaMu qud-
dysnoit CCII u koxHbIM cuetoM >15 [16]. B ucciaemoBaHue
ObUIO BKJIIOYEHO 87 MalMEHTOB, YMEHbIIEHUE KOXHOTO cueTa
yepes 48 Hel cocTaBuio B cpenHeM 6,33 B rpyrme T3 u 2,77 B
rpymne miaie6o. B uccnenosanuu dasel 111 ¢ yuactuem 210 na-
LIMEHTOB C KOXHBIM cueToM 110 PoaHaHy > 10 Habt01a/10Ch CHU-
JKEHHMeE 3TOro mokasaress 3a 48 Hen B cpenteM Ha 6,14 msa TL3
n Ha 4,41 s mane6o [17]. XoTs 3Ti JaHHbIe He TTONTBEPXKIAI0T
1enecoodpasHocTy ucrojb3oBaHus TL3 B kauecTBe Tepanuu
TIEPBOM IMHUU [UTs1 JIEUEHUST TOPAXKEHUS KOXKM HA PAHHUX CTaJUsIX
nuddysHoit CCJL, umeeTcs TeHACHUMS K YIYUIIEHUIO HapsITy C
YIOBJIETBOPUTENIbHBIM MpoduiieM 6e3onacHocTy. IToaTomy npen-
Joxeno paccmorpetb T3 s nevennst pudpPo3a KoK y nanmeHToB
¢ panneii cramueii mugdysnoii CCJI.

VII. NnTepcTunuaibHoe 3a00eBaHie JIETKUX

18. MM® (14), I]D (14) uau PTM (14) caedyem paccmam-
pueambv 04 aevernus U3J1y nayuenmoe ¢ CCJI.

B uccnenpoBanum SLS 1l cpaBHUBAaICS HeIpepbIBHBII
24-mecsiunblit Kype MM ¢ 12-MecdHbIM KypcoM IepOpaTbHOTO
D (¢ nocaenyiommm 12-MeCsIYHbIM ITPUEMOM T1aLe00) y mna-
ueHToB ¢ JIAT u CCJI [14]. B o6eux rpynrmax je4eHust HaOJIio-
JAJIOCh 3HAYUTEJIbHOE YIIydllleHHWe MPOTHO3MPYeMOro obbema
dopcupoBanHoii xku3HeHHO# emkoctu Jyierkux (PXKEJT) uepes
24 mec (B cpenHeM Ha 2,19% B rpynne MM® u Ha 2,88% B
rpymre L D).

OcHoBbiBasich Ha 3THX U Apyrux AanHbIX, EULAR pekomen-
nosaja kak MM®, tak u LI nna nevenuns W3J1 npu CCI.

B nccnenosanum RECITAL cpaBHusancs PTM c B/B BBe-
nenviem LI® y marmentos ¢ U3J1 (n=97, B Tom uucie 37 ¢ CC/I)
[18]. Ha 24-i1 Henene B 06enX IpyInax HabI0IaI0Ch YIydIlIeHIe
®XKEJI o cpaBHEHMIO C MCXOOHBIM YPOBHEM: B CpEIHEM Ha
99 mu B rpynne D u Ha 97 ma B rpynne PTM. B rpynne LI
ObL10 3aperucTpupoBaHo 6osbiie HS, yem B rpynne PTM.

OTKpbITHIE MccaenoBanust U metaaHanus 20 npyrux PKW
TaKKe MOATBEPAUIIN TToJIoKUTeIbHOE BiusgsHrue PTM na ®XKEJI
npu CCJl ¢ U3JI, moatomy pabouas rpynma yTBepamia ero Ajs
nevenus U3J1 y nammentos ¢ CCJI.
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19. Hunmeoanu6 caedyem paccmampueams 8 Kauecmee mo-
nomepanuu uau 6 komounayuu ¢ MMD 0as aevenus U3/ y nauyu-
enmos ¢ CCJI.

C MOMeHTa rnocjieHero OOHOBJIEHUST pEKOMeH a1 TTpo-
BeIeHO KpyITHelIee KIMHNIEeCKOe UCCIeJOBAaHUE B UCTOPUU
CC/l, B xoTOpoM Hu3yyajach 3(P(PeKTUBHOCTh HUHTEIaHUOA
npu U3JT (SENSCIS) [19]. Bkaroueno 576 6oapHbix CCJI ¢
M3J1, nonyyaBmnx HUHTeAaHUO wau 1ane6o. [1pu aHanuse
MEepBUYHOM KOHeUHO! Touku Temn udmeHeHust M2KEJI cocraBun
-52,4 Mi1/ron B rpyriie HUHTenaHu6a v -93,3 MJj1/Tox B rpyrime
mane6o (p=0,04).

B uccnegosanuu INBUILD nomoiHUTENbHO OLIEHUBAIUA
HUHTeIaHUO Y TIALIMEHTOB C TIPOTPECCUPYIOTNM (HUOPO3UPYIOLITIM
M3J1 (ITd-U3JT) [20]. Cpeau 170 marmenTtoB ¢ M3J1 (B Tom
qucie 39 ¢ CCI) ckopocth cHipkenust @2KEJT 3a 52 Hen coctaBuia
-75,9 mi/ron B TpyImIe HUHTenaHuba mpoTuB -178,6 Mi/Tox B
rpymre rianeoo.

YuuteiBast nanHble uccinenopannit SENSCIS u INBUILD,
a TakKe pPe3yJIbTaThl, TIOJyUYeHHbIE Y TAllUeHTOB, OTHOBPEMEHHO
npuMeHsaBIX MM®, skcneprsl EULAR pekomenmoBanu npu-
MeHeHHe HUHTeAaHu0a oTebHO Wi B KoMouHamu ¢ MM® nas
neuenns U3JI npu CCII.

20. TI[3 caedyem paccmampugams 0as aevenus U3J1y nayu-
enmos ¢ CC/I.

B uccnenosanusx TL3 mist neyeHus KoxHoro ¢pudposa us-
meHenust @2KEJT orieHUBanCh KaK BTOPUYHASI KOHEUHAs TOUKaA.
Ha ¢one tepanuu TL3 oTMeuyanoch 3HAYUTENIbHO MEHbIIEE
caikenne MXKEJI, yem mpu ucrnonb3oBannu 1oiamebo. B pe-
3yJIbTaTe 00CYXKISHUS TIPUHSTO pelieHue pekoMeHnosaTts 113
nst nevenust U3J1 mpu CCJI.

Cxema, oboO11arolas pa3inuyHbie BapuaHThl JeueHust U3J1,
MpeacTaBjieHa Ha puc. 4.

VIII. Ilnoxoii mporHo3

21. Bovicoxounmencuenas ummyHnocynpeccus (00ot4Ho 6K.Ar0-
uarowasn I[D) ¢ nocaedyroweti aymoaozuunoti TTCK moxcem 6otmo
paccmompena 041 AexeHusi 0MmoeabHbIX NARUEHIN08 ¢ patnell cmaduel
oupghysnoii CCJ/l u naoxum npocHo3om npu omcymcmeuu npozpec-
cupyouez0 KapouopecnupanopHo2o nopajcenusi.

Dra pekomennamus He uzamenmiach ¢ 2017 r. C MmoMeHTa 11pe-
IBIIyIIero o63opa murepatypsl B uccnenoBanuu SCOT coobianoch
0 TIOJIOXUTEIbHOM BiaussHUU aytojormyHoit TI'CK B TeueHue
54 Mec Ha KOMOMHUPOBAHHbII UCXOI 3200JIEBAEMOCTH/CMEPTHOCTH
[21]. AHanu3 BBDKMBAEMOCTH IMOKasaa, 4yTo 74% malueHTOB B
rpyrre TpaHCIUIaHTallMU OCTaBIMCh O€3 COObITUIA Ha 72-M MecsiLie
Mo cpaBHeHUIO ¢ 47% TMalMeHTOB B rpyrie MoHoTepanuu LD.
EULAR npusnana, yto TI'CK HuKorma He cpaBHUBAIU C APYTUMU
CpeACTBAMYM UMMYHOCYTIPECCUU WM TapreTHON Tepamnueil u 4ro
CMEpPTHOCTb, CBSI3aHHASI C JIEYEHUEM, JOJKHA OBbITh TLIATEILHO
MPOAHATU3UPOBAHA, OCOOEHHO y MALMEHTOB C CEPAEYHON MaTo-
JIorueit, Ho oJHO3HAYHAA 3¢ (PEKTHBHOCTD BMENIATEILCTBA JIeria B
OCHOBY 3TOi peKOMEHIAIMHN.

IX. ITopa:KkeHue ONOPHO-ABUraTEJHHOIO ANMNAPATA

22. MT caedyem paccmampueéamo 045 aeHeHUA NOPANCEHUS
onopHo-odeueameavnozo annapama npu CCJ.

JlanHas pekomenaanus coxpansercs ¢ 2017 r. XoTs nopaxkeHue
OTIOPHO-JIBUTATEIBbHOIO armapara siBJsIeTCsl JTOCTaTOYHO pac-
npocTpaHeHHbIM 1 3HaYuMbIM 1ipu CCJI, 1aHHbBIe cUCTEMaTH-
YecKOoro 0030pa JIMTepaTypbl He BBISIBUJIM TOCTOBEPHOTO TOJIO-
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xutenbHoro BausgHusg 'K, T3, PTM, a Takxke abaTtalienTa Ha
nopaxeHue CyCTaBOB.

O0cyxnenne u 3aKJII0YeHHe

YBenuueHue uncia JeCTBYIOIINX PEKOMEHIALIMI OTpaxaet
BO3pacTaHWe O0beMa 3HAHWU W HOBBIX IOCTYMTHBIX METOIUK
JedyeHus. YHUBepcaabHast cTpaTerys jedeHust nanueHTos ¢ CC
HE MOXET MCIOJIb30BAThCSl B PEaTbHOU MPAKTUKE, TTOCKOJIbKY
cJIeyeT yYUThIBaTh IJTUTEIbHOCTD 3a001eBaHM s, KOMOPOUIHBII
(OH, MHEHME MalMeHTa, a TaKXKe JOCTYITHOCTb JIeKapCTBEHHOM
Teparuu.

Bonbimme ycriexu B JIe4eHUM COCYOUCTBIX HapyIIeHW (OT
®P no 141 1 JIAT) yka3biBaroT Ha HEOOXOAUMOCTh HETIPEPHIBHOTO

MPUMEHEHMST Ba30MIaTaTOPOB M aHTUPEMOICTUPYIOIIUX TIpe-
rnmapaToB. AHaJIOTUYHBIM 00pa30M OYEBUJIHA 11€JIECOO0PA3HOCTh
HEMPEPBIBHOTO JIEUEHHUS KOKHOTO M JIETOYHOTo (hubdpo3a, B CBSI3U
¢ yeM pa3paboTaHbl PEKOMEHIALIMK MO HazHaueHWio MM®
u/wm PTM, a taxske T3 kak nmpu KOXHOI, TaK U IMPY JIETOUHOM
MaToJIOTUH, HUHTeAaHNOa OTIeIbHO MU B KomOnHamu ¢ MM ®
st nevenust U3J1 mpu CCJI.

TTpu CCJI ummyHocynpeccus ¢ nocneaytomein TTCK moxeT
OBITh pACCMOTPEHA JIJIs1 JISUSHMSI TTALMEHTOB ¢ paHHel nuddy3HoM
CCJl 1 muioxum niporHozoM. bosee Toro, nosisnenue CAR-T-
Tepanuu U nepsblii onbIT npuMmeHeHuss CD19 CAR-T-kietok
TIpY ayTOUMMYHHBIX 3a00JICBAHUSIX MOTYT 3HAYUTETBHO NU3MEHUTh
CUTYaIIMIO B JaHHOM 00J1aCTH.
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