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IX Cbesp peBMAaTO/IOrOB C MEXX/IYHAPONHBIM y4acTUeM

AKTyaJIbHbIE BOIIPOCHI IVATHOCTUKMU
Y TEpAy CUCTEMHBIX 3a00/TeBaHMIA
COEeIVMHUTE/IbHOU TKaHU

Ha 3acedanuu, komopoe cocmosnocy 6 pamkax IX Coe30a peemanionoz06 ¢ Mei0yHapoOHbIM yuacmuem
(3-5 utons 2025 2.), 6vinu oceeuleHbl akmyanvHvie HPoOeMbl OUAZHOCUKU U PaPMAKOMePanuu CUcemHoll
ckepoOepMuLl, a Makice 1eUeHUs 1e204HOT APMePUANbHOTE 2UnepmeH3 Ul U 60CHATUMENTbHbIX MUONAMUL

npu CUCMemMHbvlX pesmMamuydecKux 3a0071e8aAHUSX.
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Knunnueckue pekomeHpauum no papmakorepanuu
cucremHon cknepopepmun: EULAR-2023

TKpbIBasA 3acefjaHue, BefyIInii

Hay4HBII COTPYHUK Tabopa-

TOPUY CCTEMHOTO CK/Iep03a
Hay4Ho-1ccefoBaTebcKOro MHCTH-
TyTa peBMaronorun um. B.A. Ha-
conosoit (HMNMP um. B.A. Haconogoit),
I.M.H., npodeccop JIupns IlerpoBHa
AHAHDBEBA pacckasana o MupoBOM
OIIBITE IIPYIMEHEHM TeKapCTBEHHO
TepaIyy P CUCTEMHOI CKIIEpOfiep-
ML
Janee sxcIiepT IpOKOMMEHTHPOBaIa
K/IMHIYeCKYe PeKOMEeH AN o dap-
MAaKOTepaIlNy CUCTeMHOJ CKIepofiep-
MU, IpefcTaBaennble EBpomneriickon
aHTMpeBMaTideckolt mmroii (European
League Against Rheumatism, EULAR)
B2023T.
B ocHoBe maroreHes3a CUCTeMHO
CKJIEpOJIepMUM JIeXKAT TPU TeCHO
B3aMMOCBS3aHHBIX IIPOLIecca: COCY-
AVCTBIe HapylleHNs (MUKpOaHTUO-
HaTUA C MOBPEXIeHNEM COCYIOB),
ayTOMMMYHHBIe peakiuu u Gubpos.
STH HMpOoIecChl UMEIT CUCTEMHBIN
XapaKTep, HO MOTYT BapbUpOBaTh-
Cs OT OJHOTO OpTaHa K JIpyromMy
U MMeTb pa3lMyYHble BpeMeHHBbIe
TpaeKTopun. Vicxons u3 coppeMeH-
HBIX IIP€/ICTaBJIEHNUII O ITaTOTeHe3e
3abomeBaHNA, IPeJIONIaraeTcs Cy-
IeCTBOBAaHME TepaneBTUYECKUX
KOHTMHYYMHBIX [Py, UMEIOLINX
obmue maToreHeTUYeCKMe MeXxa-

Hu3Mbl. Tax, pexomenganun EULAR
2023 1. 10 papMaKOTEPATINU CUCTEM-
HOJT CK/IepOfiepMUY CTPYIIINPOBAHBI
IO TaKMM TepaneBTUYeCKUM TPYII-
I1aM, KaK COCYAMCTBIIL U p1OPO3HBII
KOHTUHYYMbI. OCHOBHBIMIU LI€/IAMU
JIe9eHNsI CUCTEMHOII CKIIEPOePMUN
ABNAIOTCA YIpPaBIeHUe CUMIITOMA-
MU 3a607IeBaHuA, IPEJOTBpaleHe
PasBUTHS OCTIOXKHEHNIT TN Heobpa-
TUMBIX IIOBPEX/EHUI BHYTPEHHUX
OpraHoB, 3aMejJIeHue Nporpeccu-
pOBaHUA.

B cooTBeTCTBMY C 06HOBIEHHBIMU pe-
komengauusmu EULAR menukamen-
TO3HOE€ BO3/IeJICTBME TP CUCTEMHOM
CKJIEPOEPMIY HAIIPAB/IEHO HA KOP-
PEeKIMI0 MMMYHONATONTOTUYeCKOI
AUCPETYIALA, HApYLIeHWIT MUKPO-
LYPKY/LILNUU U COCYAUCTOE peMofie-
NMpOBaHue, [OfjaBJIeHIE IPOLIECCOB
U36BITOYHOTO PUOPO3UPOBAHIA'.
dapMaxoTepamnsA CUCTEMHOI! CKIIepO-
[epMIH IIPEAIIONaraeT pasHble CXeMbl
B 3aBUCUMOCTH OT IIPMHA/JIEKHOCTI
[ALEHTOB K OIpefe/IeHHOMY Tepa-
IEeBTNYECKOMY KOHTUHYYMY. B wacT-
HOCTHU, pa3paboTaHbl peKOMeH[a-
L[UY IO JIEKAPCTBEHHOMY JIe4eHIIO
COCYAMCTBIX IOpaKeHMit (CUHAPOM
PeitHO, [UrMTAIBHbIE SI3BBI, TETOYHAS
aprepuanpHas runeprensus (JIAT)),
¢dubposa (prdpo3 KOXY, UHTEPCTULIN-
albHOE 3a00/IeBaHMe JIETKIX),  TAKXKe

CKeJIETHO- MBILIEYHbIX I JKETy[OYHO-
KVIIEYHBIX POSIB/IEHNIT 3a00/IeBaHIIS,
MOYEYHOTO Kpu3a.

ITpy neveHUM BaCKy/IOIATUIl NPH
cungpome PeitHO M AUTrMTanbHBIX
A3Bax IIpelapaTaMiu IepBOTo psAfa
0CTalOTCA 6TOKATOPBI Ka/lbI[MEBBIX
KaHanoB. VIHrub6uTopsl ¢pocdopnns-
cTepassl 5 (cuameHaduI) Ha3HAYaOT
IpY AUTUTAIBHBIX 53BaX B KaueCTBe
KOMIIOHEHTa KOMOMHIPOBAHHOTO
nedeHus. B cBorw odepenn aHTaro-
HICTBI SHIOTENNHOBBIX PELENTOPOB
MOKa3aHBl KaK H/Is1 MPODUIAKTUKY
[UTUTAIbHBIX 3B, TaK U [IS UX JIe-
yeny. [Ipu HeappexTBHOCTY Tepa-
VMV VL HaJIMYWUM Y TTALIMEeHTA TAKeTbIX
(haKkTOpOB pyCKa B KauecTBe BTOPOI
JIMHUU UCIIONB3YIOT HPOCTAHOMU/BI
BHYTPUBEHHO (MJIOIIPOCT).

Ha crapre neyenns JIAT npumensior
KOMOVHALMIO MHIMO6UTOPOB docdo-
IU3CTepasbl 5 M aHTATOHNCTOB SHIOTE-
nuHa 1. BHyTp1UBeHHOE BBefieHMe I110-
IIPOCTEHOJIA CIeflyeT pacCMaTpUBAaTh
y IALMEHTOB C IPOrpeccupyrouei
JIAT (xmacc ITII-1V). Ha o601t cTagumn
HATOJIOTMM TaKXe MOTYT PacCMaTpu-
BATbCs APYTILe AHA/IOTY ITPOCTALVKIIN-
HOB V/IV MIX arOHUCTHL. [ no6ase-
HYSA V/VIV TIepeKTIOUeHNS Tepanmu
HPMMEHAT PUOLUTYaT. BriepBble s
nedenus JIAT pekomeHpayeTcs cenek-
TMBHBIIf aTOHICT IPOCTALVK/INHOBBIX
PeLeNTOPOB — CeIeKCUIIar.
ITpodeccop JI.II. AHaHbBEBA OTMETIIA,
YTO OCHOBHBIM ITPUHLIUIIOM BeIeHUS
HAI[VIEHTOB C CUCTEMHOII CKIIepofiep-

! Del Galdo E, Lescoat A., Conaghan P.G,, et al. EULAR recommendations for the treatment of systemic sclerosis: 2023 update. Ann. Rheum.

Dis. 2025; 84 (1): 29-40.
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M€l AB/IAeTCA MAKCYMAJIbHO paHHee
Ha4ajIo KOMIUIEKCHOTO JIeYeHNA.
ITpu ycTaHOB/IEHUY AMArHO3a I0YeY-
HOTO KpM3a He3aMeJIMTeIbHO Ha3Ha-
Yal0T MHIMOUTOPBI AHTOTEH3UHIIPEB-
paurasomiero ¢pepmenTa. Ilomydarome
JIe4eHye ITTIOKOKOPTUKOCTEPONIaMIU
(I'KC) RO/DKHBI peryasapHO KOHTPO-
JMPOBaTh YPOBEHb apTepUaTbLHOIO
TaBJIeHNA JIA BbIABIE€HM I0YeYHO-
ro kpusa. CrefiyeT y4uTbIBaThb, 4TO
MHTUOUTOPBI AHTMOTEH3MHIIPEBPa-
1aouiero pepMeHTa He IPUMEHSIOT
1A TpOMVIAKTUKY II0YEIHOTO KPH3a.
ITo croBam mpodeccopa JI.II. AHaHb-
eBoll, B pexomeHpganuax EULAR
2023 r. npeficTaBIEHbl HOBbIE IIO/IXOMbI
K JledeHnto ¢pubpo3a KoXXM U NHTep-
CTUIIMAJIBHOTO 3a60JIeBaHMA IETKUX,
OCHOBAHHbBIE Ha HAKOII/IEHHBIX JAHHBIX
KIMHIYeCKIX UCCTIeNOBAHWIA 1 OIIBITe
peanbHOV KIMHUYECKOV IPaKTUKIU.
ITpu pubpo3e KoKy IMOKa3aHbI Me-
TOTpeKcart, MuKodeHomaTa ModeTun
u/umm putykcumab (ypoBeHb joKasa-
tempHOCTH 1A). Tonmnusymab MmoxxeT
OBbITb Ha3HAYEH /I JIe4eHN KOXKHO-
ro ¢ubposa npu panHeit fudysHoi
CUCTeMHOII CK/IepOofiepMMY C IpU3Ha-
KaMI BocIaseHus (ypoBeHb JoKa3a-
tenpHOCTH 1C).

Jns medeHysA MHTEPCTULMAIBHOTO
3a607eBaHMA IETKNX, aCCOLMMPOBaH-
HOT'O C CUCTEMHOI CK/IEpOJiepMUet,
HCIIOTIB3YIOT MUKO(eHOaTa MOeTHTL,
nuxmodochaMuy win puTyKcumao.
AHTN(UOPO3HBII IIpenapar HUHTe-
TaHMO cIeyeT Ha3HAYaTh KaK B BUHE
MOHOTepAIINM, TaK ¥ B KOMOMHALIUN
¢ Mukocgenonara Mmoperuiom. s
JIe4eHNA MHTePCTUIMAIBHOTO Opa-
JKEeHMA JIETKMX TaKXKe MOXKHO PaccMo-
TPEeTb TOLUIN3YMab.

I1pyu BepeHNY MAIMEHTOB C CUCTEMHOM
CKJIepofiepMueit U TIOpa>keHueM JIeT-
KUX CJIef[yeT YYUTBIBATh, YTO TePAII
Ha4MHaeTCcs ¢ MUKogeHonara Mode-
TWIa 1 putykcnmaba. Ha ceropusm-
HUI JIeHb 9TY IpeIapaThl 3aHMMAIOT
Beflylllee MECTO B JIEYeHUN UHTep-
CTMLIMATBHOTO IOPaXKeHN JIETKUX.
Toumnuaymab npuMeHsaeTcs y 60Mb-
HBIX C BOCITa/TUTEIbHBIM (PeHOTHUIIOM
nopaxeHu nerkux. Ha panHeit cragum

MeauuuHCKIiA QopyMm
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nuddysHOIt CKIepORepMUI IPERIIoy-
TEHIeE C/IEAyeT OTAABATh TOLUIN3YMa-
6y. B ampHerI1IeM K y>Ke IIPOBOAMMOIT
Teparmy MOXXHO F06aBNUTb IMKIOOC-
bamup 1 HUHTeZaHUO UM TTepeKIIo-
4UTh GONBHOTO Ha TAKYIO TepaIuio.
Ka)xaplit 3 9TUX [IPeMapaToB MOXeT
[IPUMEHSTHCS B BUJIe MOHOTEPAIIIL.
Ba)kHO TOMHMUTB, YTO JIeYeHe CUCTEM-
HOIT CKJIEPOJIePMUM JOMKHO HOCKTb
KOMIIIEKCHBIIT XapaKTep.

B cxeme neyeHmsa cucTeMHON CKile-
pOnepMIIL BaXKHOE MECTO 3aHUMAIOT
I'KC, mostomy B 6ONBLUINHCTBE CITy-
yaeB HEOOXOIMMO KOMOMHMPOBATH
MMMYHOCYIIPECCAHTBI C IIpemapaTamMu
TAHHOJ I'PYTIIIBL.

ITpy moparkeHNM SKeNTyA0IHO-KIIIed-
HOTO TPaKTa y HaLlMeHTOB C CUCTEM-
HOJ CKJIepOJepMUeit I0-IIPEXKHEMY
PEKOMEH/YIOTCSI aHTUCEKPETOPHbIE
[Ipernaparsl, B IEPBYI0 OYepe/b VHI M-
6UTOPBI IPOTOHHOI IIOMIIBI (OMeTIpa-
3011), TpoKMHeTUKN. [Ipyn passuTun
HapyIIEHNIT CO CTOPOHBI XKeTyHo4-
HO-KUIIIEYHOTO TPAKTaA, 00YCIOB/IEH-
HBIX M30BITOYHBIM GaKTEPUATbHBIM
pOCTOM, MOoKa3aHa aHTUOMOTUKO-
Tepamnus.

11 IedeHNs CUCTEMHOIT CKIIepofiep-
MUY IPYMEHSIETCSI METOJ, BBICOKOJ03-
HOJ MMMYHOCYIIPECCUM C ITOCTIENY-
IOIIVM BBeleHUEM ayTONOTHMYHBIX
CTBOJIOBBIX KJIETOK. DTOT MeTOf, ObIT
BIIepBbIe BK/IIOYEH B K/IMHUYECKIE
PEKOMEHALVIN 10 JIEIEHNIO CUCTEM-
HoII cknepoiepmu B 2017 1. B pexo-
Menpanuax EULAR 2023 r. ykasaHo,
9YTO BBICOKOMHTEHCUBHAsA MIMMYHO-
cynpeccus (06BIYHO BKIIIOYAIOIIAs
nuknopochaMmy) ¢ IMOCTIeRyIOLIeit
TPAHCIUIAHTALIVEl TeMOIIO3TIYECKIX
ctBOonoBBIX KneTokK (TTCK) moxeT
OBITb PAaCCMOTpEHA [/ JiedeHNs He-
KOTOPBIX IIAI[IEHTOB C PAaHHe TsKe-
noit fuddysHoi GOpMOIL U IIOXUM
IIPOTHO30M B OTCYTCTBME IIpOTrpec-
CHPYIOIIEro KapAMOpeCIPaTOPHOTO
nopaxerust. CerofHs speKTUBHOCTD
[AHHOTO METOfIa [OKAa3aHA B MHOTOYM-
CIIeHHBIX UCCIefoBaHmsx. CanTaeTcs,
9TO 5TO eAMHCTBEHHBII METOJI, KOTO-
PBIl MEHAET eCTeCTBEHHOE TedeHIe
CHUCTEMHOIT CKJIepOfiepPMUIL.

ITocnenHye faHHbIE TAK>Ke CBUMIETENb-
CTBYIOT 00 9¢peKTHBHOCTI KOMOMHN-
POBaHHOI TEpAINI, BK/IOYAIOLIE pu-
TYKCUMa0, B Ka4yeCTBe a/IbTePHATUBBI
IJ1S TIAIMIEHTOB C IVIOXUM IIPOTHO30M.
Kpome Toro, nepcrieKTMBHOM 14 Je-
YeHNsI Ay TOMMMYHHBIX 3200/IeBaHMIT
npusHaHa T-K/IeToYHas Tepanms ¢ uc-
HO/Tb30BAHMEM XVIMEPHbIX aHTUT€H-
HbIX perjenntopoB (CAR-T).

K ocHOBHBIM 3ajjauaM, CBA3aHHBIM
C IpPMMEHEHMUEM BBICOKOLO3HOI
XMMUOTEPANNN C ayTONOTUIHOM
TT'CK, MO>XXHO OTHECTH COKpalljeH1e
BBICOKOJI CMEPTHOCTH, aCCOLUNPO-
BaHHOII C METOJIOM, PUCKa Pa3BUTUA
KapAyaabHbBIX OC/IOKHEHNII, CpaBHe-
HIe TaHHBIX UCCIEOBAHMI C 1[e/TbI0
IIMPOKOTO BHEIpEHNUS Pe3yIbTaToOB
B IIPaKTUKY, OIIpefe/ieH e Hauayd-
IIEro peXXyMa KOHAMIOHMPOBaHNUA,
UCIOTb3YEMOTO IIPY ay TOTIOTMIHOI
TITCK. Cpean mepcHeKTMBHBIX
IyTell pellleHNs 3TUX 3a/jad c/Iefiyer
OTMETUTH ONpefie/ieHNe IopTpeTa
upeasbHOTO MAlMeHTa A TPaHC-
IIaHTanuuy, 6ojee JeTanbHOE UC-
clefloBaHMe KapAyanabHOTO cTaTyca
HalMeHTa [ BBIABIEHUS CKPBITO-
rO IIOpaXXeHU A CepAlla, pa3paboTKy
BA/IMAVPOBAHHBIX METOM[OB OLIEHKN
UCXOJO0B Tepalun And CpaBHEHMS
Pe3y/IbTaTOB pa3INYHbIX KIMHIYE-
CKMX MCIIBITAHMI, @ TaK)XXe CIely-
(buuecKMX MIPOTOKOIIOB AJIS OLeHKH
TYYIIEro peXXnuMa KOHANIVIOHUPO-
BaHMS, YTO IO3BOIUT YCKOPUTD BBI-
3J0pOBIeHMe’.

B saknmouenme mnpodeccop
JLII. AHaHbeBa MONYEPKHY/A, YTO
pexomenpganyu EULAR 2023 . mo
BeJEeHNIO MALMEHTOB C CUCTEMHON
CKJIepOJiepMMell cofiepKaT caMble
COBpeMEHHBIE CTpaTerny JIeYeHNs /1
IpYMeHeHNA B KIIMHIYeCKO IIPaKTH-
Ke BpayaMu BCero Mypa. B pexomen-
TalyAX MpefCcTaBlIeHbl U MepCcIeK-
TUBHbIE HAIIPaBJ/IeHN VICCTIEOBaHMNIA,
B YaCTHOCTY IIpeJJIaraeTcsi OLeHNThb
3P PeKTUBHOCTD MMMYHOCYIIPECCUN
/WA IPYTUX TapreTHBIX IIpelapaToB
TPV COCYAIVICTBIX TIOBPEXAEHIAX U JKe-
JTYLOYHO-KUIIEYHBIX IPOSIBIEHNIX
CUCTEMHOJI CKJIepOIepPMIH, a TaKXKe

2 Di Benedetto P, Ruscitti P., Cipriani P, Giacomelli R. Haematopoietic stem cell transplantation in systemic sclerosis: challenges
and perspectives. Autoimmun. Rev. 2020; 19 (11): 102662.
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HeapMaKoO/IOrMIecKUX BMeLIa-
TEAbCTB IJ/1A4 JICYCHNA OUTUTAIbHbIX
a3B. Tpebyercst Takxe orieHKa addex-
TVMBHOCTY T€HHO- H)KEHEPHbIX 6110710~
IMYECKUX NIPENapaToB B OTHOLIEHNN

CepreYHO-COCYVICTBIX POSIBIIEHMII,
¢dbapmakonornyeckux u Hedapma-
KOJIOTMYECKNX METOHOB B JI€YeHNN
KaJIbIIHO33, 9 (PEeKTUBHOCTY Tap-
TeTHBIX [IPeIapaToB A/Is yIYLIeHN]

PaHHAA cucTeMHanA CKnepoaepmus: Bonpocbl AUArHOCTUKKU N Tepannu

ay4HBIII COTPYRHUK Mabopa-

TOPUM CHCTEMHOTO CKIepo3a

HVINP um. B.A. Haconosori,
K.M.H. Okcana Buxroposna JECVIHOBA
paccMoTpernia BOIIPOCH AMAarHOCTUKI
U JIe4eHNA CUCTEMHOM CKIepOofiepMUm
HAa PaHHMX CTaJAX.
ITo cnoBaM aKcIepTa, CUCTEMHAS CKIle-
PpOIepMMsI OTHOCUTCS K rpyiie and-
(dy3HBIX 60/Ie3Hel COeAVHUTENTbHONI
TKaHMU U 110 YaCTOTe BCTPEYaeMOCTH
3aHIMaeT BTOPOe MeCTO IOC/Ie CYIC-
TeMHOI KpacHol BomyaHku. OHa sAB-
JIAETCS OTHUM U3 Hanbosee TAKENbIX
peBMaTN4eCKUX 3a00IeBaHmIl C Hey-
KJIOHHO TIPOTPeCcCUpPYIOLINM TeUeH)eM
U BBICOKMM YPOBHEM CMEPTHOCTH.
K 0c06€HHOCTSIM CHCTEMHOI CKITepOo-
IIepMUY CIIefyeT OTHECTH ITOMUMOpP G-
HOCTDb K/IMHMYECKUX IPOABICHNIL.
ITaToreHes cUCTEMHOI CKIepOfEPMUN
CJI0XKEH, MHOTOTPaHeH U [0 KOHIIA He
n3ydeH. OH BKTIOYaeT PaHHIOI BacKy-
JIONATHIO, AMCHYHKIUIO BPOXKIEHHOI!
M aJalTMBHOM MMMYHHOM CUCTEMBbI
¥ B KOHEYHOM MTOTe aHOMasIbHoOe (op-
MMpPOBaHNe COAVHUTETbHON TKaHIL.
CucremMHas cKIepofiepMusa paHee
paccMarpuBaach Kak KoKHoe 3a60-
neBaHye. TonbKO B cepeiyiHe MPOLIIO-
TO CTO/IETHsI ObUT IPEIOXKeH TeEPMUH
«ITPOTPECCUPYIOLINI CUCTEMHBIN CKJIe-
Ppo3», u 3aboneBaHme 6BUI0 OTHECEHO
K IPYTIIIe KOJUTareHoBbIX 6omesHeit. [Ipu
CHCTEMHOII CKJIepOTEePMUN OMIMO
KOXV IOPayKaloTCsS Pa3Hble OPTaHbI
U CHICTEMBI, YTO OIpefieiieT CTeleHb
TAXKECTU TeYEHMUsA U IIPOTHO3.
[TpepnpuHNManOCh HECKONBKO TO-
IBITOK IO CO3aHNUI0 Kraccuduka-
IMOHHBIX KPUTEpUeB CUCTEMHOI
cknepomepmuu. Tak, B 1980 r. 6b11n
OITy6IMKOBaHbI MepBble IpeBapu-
TeJIbHbIE KITacCU(UKAIIOHHbIE KPU-
TepUM CUCTEMHOI CKIepoJepMun,
KOTOpBble MMEIOT HU3KYI0 YYBCTBU-
TeJIbHOCTb Ha PaHHel CTafyy 60mesH.
B 2001 r. E.C. Le Roy u T.A. Medsger

HepecMOTpenu KNaccuUKAIVIo CU-
CTEeMHOII CKIepOiepMuy 1 fOOaBUIIN
B Hee PaHHIOI CTA[UIO, MCIONb3Ys
I ee JUATHOCTVKY KaIVJDIAPOCKO-
IIMI0 HOTTEBOTO JIOXKa U MCCTIeloBa-
HIe Ha Halmuuue CrelnUIHbIX Is
CHUCTEMHOII CK/IEpOJEePMIUM ayTOAH-
tuten. B 2010 1. MeXXTyHapOgHBIMU
opraumsanuamu (EULAR, rpynna
EUSTAR (European Scleroderma
Trials and Research Group) u FESCA
(Federation of European Scleroderma
Associations)) 6bU1 MHUUUPOBAH
MEXX/ YHAPOJHbII HayYHbIN IIPOEKT
VEDOSS, npenno>xeH anroputM A
OYeHb pPaHHell [UATHOCTUKM CUCTEM-
HOJl CKIIEPOJEPMUH C LI€TIbIO BBIAB-
NeHnA 3a00/IeBaHNA Ha IIpeK/INHIYe-
ckoi1 cragun. Hakoner B 2013 1. 66111
oIy 6/I1KOBaHbI KITacCU(UKalMOHHbIE
KPUTEPUI, B KOTOPbIE ObIIN BKITIOUE-
HBI HOBbIE ITapaMeTphl ¢ aKIIEHTOM
Ha BacCKYJIOIATU4YeCKyle IPOsBIeHN
KaK Ha 6ojiee YyBCTBUTEIbHbIE JI/IA
MalMeHTOB C MeHee BbIPa)XeHHBIM
nopaxenueM koxu. OfHaKO UCTUH-
Hble O1OMapKepbl, KOTOPbIE MOIIN
OBl IpeiCcKa3aTh pa3BUTIE CUCTEM-
HOJI CK/IepOojiepMNH, HO-IPeXXHEMY
OTCYTCTBYIOT.

CormacHo JIeifCTBYIOIM KIaccuduka-
[IVIOHHBIM KPUTepPVsM AMePUKAHCKOI
KOJIIETMY peBMaronoros (American
College of Rheumatology, ACR)
u EULAR 2013 r.,, paHHAA cUCTeM-
HafA CK/IepOJepMus OIpeflensieTcs
Py [AINTENbHOCTH 3a60/IeBaHMs
MeHee TpexX JIeT OT IOABJIEHNA IIep-
BOTO CHIMIITOMA, He CBA3aHHOTO C CUH-
npomoM Peitno (1e-PeitHo-cumitom).
B orcyTcTBUE CKIepogepMUYeCKIX
M3MEHEHUII KOXM [MAarHO3 yCTa-
HaB/MBAETCA HAa OCHOBAaHMU JPYTUX
IPV3HAKOB, OLICHNBAEMBIX B OasIax.
ITpn 6onee meBsATH Gamnax u mau-
TE/JIPHOCTH OO/Ie3HN MeHee TPeX JIeT
CUCTeMHas CKIIePOIepMIs CUNTACTCA
panHeit. [Ipu MeHee fieBATH 6anmax

KIMHMYeCKMX 1cXofoB. Kpome Toro,
Heo6xonuMo oueHuTh 3¢ PeKTuB-
HOCTb KOHKPETHOT'O KOMIIIEKCHOTO
nozxofia 1 9¢HeKTUBHOCTD Tepanuu
[0 MHEHMIO MAIYIeHTa.

B CIIeLIMa/IbHOV TUTEPaType BCTpeya-
I0TCS pas/yHble onpenenenus. Tak,
HEKOTOpbIe aBTOPhI HA3bIBAIOT TaKOE
COCTOSIHUE «O4YeHb PaHHsIsI CYCTEMHas
CKTIEpOIEPMUsI», IIPECKIEPOEPMIUS»,
«Hegm¢depernnanpHOe 3a60/IeBaHIE
C PUCKOM pasBUTHUA CUCTEMHOI CKJIe-
ponmepMuM», «HeKIaccupuiupyemas
CHCTEMHAs CKJIepORePMIUI».
Cunpnpowm PeitHo — Mapkep cucTem-
HoI1 ckepopepmunt. OH BCTpedaeTcs
¥ 90-95% 60mbHBIX. MOXKET IPOTeKaTh
JUTUTENTBHO Y MU30/TMPOBAHHO, IIpejiIie-
CTBYA PasBUTUIO JPYTUX KIMHUYECKMX
IposiBIeHMIT 3a60/IeBaHMsL.

B 2010 r. B mpoexte VEDOSS 6511
IpeJ/IOXKeH IIePBbIi aITOPUTM JAMar-
HOCTUKY paHHeil CUCTeMHO CKJIepo-
IlepMMH, BKJIIOYAIOINIT IBE CTYTIEeHM.
Ha nepBoit cTynenn o6cefoBaHms
IIpY HA/IMYUY Y TTAIVIeHTa CUHAPOMa
PetiHO, 0cO6EHHO B COYETaHWUN C OTe-
KOM KIICTejt, Jake eC/i OH BO3HUKAET
HepUOANYeCcKH, V1 TTOJIOXKUTE/IbHOTO
pesynbTaTa Ha aHTUHYKJIEapHBI
daxtop (AH®D) Heobxommmo 3armo-
IIO3PUTDb CUCTEMHYIO CKJIEPOJIepPMUIO.
Jlanee maryeHT HaIIpaBIAeTCA K peB-
MATOJIOTY U IPOBOAUTCS fOOOCIEnO0-
BaHUe: KallWUIAPOCKONNA HOITEBO-
T JIOXa, MCCIefloBaHMe Ha Haludme
CrieUpUIHBIX [/ CUCTEMHOII CKIe-
polepMunu ayToaHTUTeN (aHTUTEN
K TommomusoMepase 1 (arTH-TOMmO-1,
aHTUTeN NpoTuB Scl-70) u aHTH1IeH-
TpomepHbIx aHTUTeNn (ALIA)). Ilpn
BBIAB/IEHVH IIPEUKTOPOB CUCTEMHOM
CKJIEpOJlepPMUM YCTaHABIMBAETCA AU~
arHO3 paHHEN CUCTEMHOMN CKIIEpofep-
Mu. C 1e/IbI0 YTOYHEHNA HaIN4yA
CHCTEMHOTO TIOpaXKeHNUA U BbhI6Opa
TAKTYUKM JIe4eHNUA TIPOBOJAT KOMIIBIO-
tepHylo ToMorpaduio (KT) opranos
TPYAHOIL KJIETKY, PYHKI[MOHAIbHbIE
JIeTOYHBIE TeCTbI, MAaHOMETPUIO -
IeBOfia U 9XoKapauorpadmio. OKHOM
TepaleBTUYECKUX BO3MOXKXHOCTEN
CUNTAETCS BPEMEHHOI IIPOMEKYTOK
Mexny febroToM cuHapoMa PeitHo
U IepBBIM He-PeilHO-cMMITOMOM
CHCTEMHOI CKJIepOlepPMUIL.
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Llenbio MHOTOLIEHTPOBOTO MPOTO/Ib-
HOTO PETUCTPALIVIOHHOIO MICC/IEN0Ba-
HSI 6BUTO BBISIBUTD IOMUMO (heHO-
MeHa PeliHO mpuU3HaKM CUCTEMHOI
CKJIEpOfIepMUM, KOTOPbIe MOITIN ObI
IpefcKasaTb IpOrpeccupoBaHue
607Ie3HI JO COOTBETCTBIUS [EVICTBY-
IOIIVIM KpUTEPUAM KITacCUPUKAIVIN.
B uccrnegoBanme ObIIM BKIIOYe-
Hbl 1150 manMeHTOB C CMHAPOMOM
PeiiHo, 553 13 HUX COOTBETCTBOBA/IN
kputepusaMm npoekra VEDOSS. s
HUX 254 3aBeplunIn UCCIEJOBaHNE,
133 mauueHTa JOCTUININ IIEPBUYHON
KOHeYHOI! Touknu. IlepBryHas KoHey-
Has TOYKa — COOTBETCTBYE KPUTEPHAM
knaccudukanyy ACR/EULAR 2013 .
IS CYICTEMHOII CKJIepoaepmun (IIpo-
rpeccupoBanue). OO1IMiT TOKa3aTeb
IIPOrpeccupoBaHmA COCTaBuI 52,4%.
CoracHo pesy/nbTaTaM MCCIEOBaHNA,
CoYeTaHMeE OTeKa ITaNblleB KUCTEN
C BBIABTIEHUEM CHEIMPUIHBIX /I CU-
CTEMHOJ1 CK/IepOiepMUM Ay TOAHTUTEN
COOTBETCTBOBA/IO CAMOMY BBICOKOMY
pucKy nporpeccupoBanns — 94,1%.
Otcyrcreue AH® accouumpoBanoch
CO CHMKEHMEM PUCKa IIPOrpeccupo-
BaHI .

Kax ormMeTnnma JOK/Iaf9MK, y MalueH-
TOB C OYEHDb PaHHEN CUCTEMHOM CKIle-
poniepMueit HaTONOTYA IPOTPecCUpyeT
C Pa3HOI CKOPOCTBIO, YTO MOXKET OBITD
CBA3aHO C T€TEPOTeHHOI KIMHINYECKOIT
KapTuHoIi. IIpu o4enp pannen cuc-
TEMHOJ CKJIepOJIEPMUM MOTYT IIPH-
CYTCTBOBATb HaYajbHbIEe IIPU3HAKN
MHTEPCTULMANTBHOTO 3a60/IeBaHNA
nerkux. CornacHO JaHHBIM TPYIIIBI
EUSTAR, B rpymnite Hab/ofeHIts IPO-
exta VEDOSS 4acrto orcyTcTBOBama
vy OblIa 3HAYMUTETbHO CHIDKEHa Ie-
pyUCTanbTHKa NMIIEBOJA, YTO Je/laeT
IUCOYHKIUIO INIIeBOA OTINIUTEb-
HOJ 4epTOJ OYeHDb PaHHEN CUCTEMHOI
CKJIepOJepMUNL.

B pane my6mKanmii mpencTaBIeHbl
peKOMeHaluy Mo 06cIefoBaHII0
HaleHTOB C OYeHb paHHeN U paH-
Hell CUCTEeMHOW CKIepofiepMueil.
IMoguepkuBaeTcs, 4To npu cbope

MeauuuHCKIiA QopyMm
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aHaMHe3a He0OXOAMMO YUUTHIBATD
BPEeMEHHYI0 OLIeHKY CUMIITOMOB.
ITpn ¢pusuKaIbHOM OCMOTpE IOMU-
MO TIaTeTbHOTO 00CIeOBaHMA BCEX
OPraHOB M CUCTEM CIefyeT YAenATh
BHMMaHIe COCTOSTHUIO KOXXI Y TIepH-
aHTY/ISIPHON 06IaCTI MaIbIeB PYK.
ITpu nabopaTopHOIT FUATHOCTUKE He-
06X0aMMO OTIPEeNATb YPOBEHb IeMo-
r1o6uHa, KpeaTuHIHa, KpeaTnHpoc-
¢doxunassl (KPK), C-peakTuBHOro
6enka (CPB), crenupmaHbIx 1 cuc-
TEMHOJ CKJIepOIepMIY ay TOAaHTUTEL.
Bcem 60/IbHBIM HACTOATENTBHO PEKO-
MeHpyeTcs nposeneHue KT opraHos
TPYRHOIT KJIETKY, 9XOKapAuorpadum,
UCCIenoBanys GpyHKIMM BHEIIHETO
IbIXaHNA ¢ AU PY3NOHHOI CIIOCO06-
HOCTbIO, BUICOKAIITIAPOCKONNYU
HOTTEBOTO JI0X4, a TAKXXe 330¢arora-
CTPORYOLEHOCKOIINY I MAHOMETPUY
IUIeBOAaA.

Hanee O.B. JlecunoBa npepcTaBuia
IaHHBIE COOCTBEHHOTO HAOIOfEHIA
MAI[eHTOB C IUaTHO30M CHCTEMHOII
cknepopiepmun. Cpenyt HUX Bblfierie-
HO 36 IaIMeHTOB C paHHel cTajuen
CUCTeMHO cKiepojepmun. B atoit
TPYIIIe IpeBaaMpOBa/IN IAlMeHTHI
C IIMUTHPOBAHHOM POPMOIL CHICTEM-
HOII CKJIEPOJIePMIIL, TOJIBKO Y ABYX U3
HYIX uMena MecTo i dysHasa popma.
Hecmortps Ha He6OMbIIYIO AINTEND-
HOCTb 3a6071eBaHNA (OKOJIO IIATH Me-
cALeB OT IepBoro He-PeliHo-cuMI-
TOMa), IOMUMO IepudeprdecKnx
TIPOABJIEHNII CUCTEMHOM CKJIEPOTEP-
MM, KaIIW/ILIPOCKOIMMYECKUX Y VIM-
MYHOJIOTMYEeCKUX HapYIICHMIt, YoKe
OTMeYa/INCh IPY3HAKM BYUCLIEPAIbHON
IIaTOJIOTYIM, IIPEfiCTaB/ICHHbIE B OCHOB-
HOM ITOpa>KeHMeM XeTyJ0YHO-KIIIIey-
Horo TpakTa (39%). Y wyacTu manu-
€HTOB IMATHOCTUPOBAHO MOPaKeHIe
ceppla ¥ IeTKMX (afre3VBHBII Iepu-
KapyT ¥ MHTepCTULMAIbHOE 3a60e-
BaHMe JIETKMX COOTBETCTBEHHO). TO
yKa3bIBaeT Ha He0OXOAMMOCTb PaHHeIl
AMATHOCTUKU U aKTUBHOI Tepanuu
I IpefOTBpallleHNA IPOrpeccrpo-
BaHMs 3a60/IeBaHML.

B ny6nukanyax nocnegHNX JeT npex-
JI0XKeHa O6I0K-CXeMa OLIeHKHU COCTO-
SIHUA MALVIEHTOB C PaHHEN CHUCTEM-
HOJI CKJI€pOofiepMueil II0 CUCTeMaM
OpraHoB C omucaHueM (PaKTOpOB
PUCKa M IMATHOCTUYECKUX MCCIe-
moBaHmit*. YkasaHo, 4T0 06HapysKe-
Hue aHTH-Tomno-1 u antuTen k PHK-
nonumepase 3 ABnAeTCA GaKTOPOM
pucKa OpICTpOro pasBuUTHA He-PeitHo
KIMHUYECKNX IPU3HAKOB CICTEMHO
cKepomepmui. B cBoro ouepenpb oTex
Ha/IbIeB PYK, KOTOPBIN OSABWUICS B Te-
YeHMe MEePBBIX ABYX /IET C MOMEHTA
pasButus cunapoma Peitno, fucnur-
MEHTAIVA KOXI, KpeNUTalys CyXo-
JKVINIA, ToBbIIeHne ypoBHA CPB nmm
nnTtepneiikuua (VJI) 6, KOK accoru-
MPOBAHBI C BBICOKOJ BEPOATHOCTDHIO
pasButus guddysHoit opmer cuc-
TeMHOM cknepopepmun. Ilopaxkenue
MUIIeBOAia SABAETCS MEPBBIM MU
BTOPBIM He-PeliHo-cuMnToMOM.
ITpu pasBuTuM OBICTPO IPOTPECCHPY-
IOLIIETO BapMaHTa CUCTEMHOII CKIepo-
mepmuu ¢ g1 Py3HbIM MOPAKEHNEM
KOXV BBIOOP TepaIleBTUYeCKO Tak-
THKH, CIIOCOOHOI C/iep>KaTh porpec-
CHpOBaHMeE ¥ CHUSUTD PUCK CMEPTH,
He IpeJicTaB/sAeT cnoxkHoctu. Ilpn
JMMUTHPOBaHHOIT popme 3abomeBa-
HIA C MeJIEHHO IIPOTPeCcCUpPYIOIINM
Te4eHMeM NOpakeHMe BHYTPEHHUX
OpPraHOB IIPOMCXOAUT MeJJIEHHO
U MHOT/IA YCKOMb3aeT OT BHUMAHMA
Bpavya. PaHHAA AMarHOCTMKA CuC-
TEMHOJI CKJIEpOJEepMUN MO3BOJAET
onpenennuth 60m1e3HbMOANPULINPY-
Iolljee jieYyeHye, KOTOpoe 3aMeNIUT
IporpeccupoBaHe M aKTUBHOCTD
IIAaTOJIOTMIECKOTo Iporecca.

ITo cmoBaM aKcmepTa, CErogH:A meper
PEeBMaTOoIOraMy YacTO BOSHMKAET BO-
IIPOC: HY>KHO /I Ha3HA4aTh IMMYHO-
CYIPeCCUBHYIO TEPANIO ALlMeHTaM,
Y KOTOPBIX B KIIMHIYECKOJ KapTuHe
IpeBaupPyIOT IUIIb BaCKyIOMaTH-
YecKue MPU3HAKM CUCTEMHOI CKe-
ponepmun? Ha maHHBINI MOMEHT Bpe-
MEHM eIMHCTBEHHO OCYIeCTBIMOI
K/IMHUYECKOI CTPATETMEN IIPU OYEHD

* Bellando-Randone S., Del Galdo E, Lepri G., et al. Progression of patients with Raynaud's phenomenon to systemic sclerosis: a five-year

analysis of the European Scleroderma Trial and Research group multicentre, longitudinal registry study for Very Early Diagnosis of Systemic
Sclerosis (VEDOSS). Lancet Rheumatol. 2021; 3 (12): e834-e843.
* Bellocchi C., Chung A., Volkmann E.R. Predicting the progression of very early systemic sclerosis: current insights. Open Access Rheumatol.

2022; 14: 171-186.
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PpaHHEN CUCTEMHOI CKIEPOepMUN
ocTaeTcs TIATe/IbHOE HabmoneHme
MAIMIEHTOB [/ BbIAB/ICHNA B PEXKU-
Me peaJIbHOTO BpeMEHM PaHHETO II0-
pa’keHMs BHYTPEHHUX OPTaHOB, YTO
M03BO/INT HaYaTh IIpOBefieHue 6omee
AKTMBHON TE€PaNNN.

B mccnegoBannm ¢ ydactyeM naunmu-
eHTOB ¢ paHHeli ;uddy3HoI popmoit
CHCTEMHOJ CKIepOJepMUM CPaBHU-
B 9 PeKTUBHOCTD CXeM JTeUeH s
PasHBIMM MMMYHOCYIpeCCaHTaMU
(MeTOTpeKcaToM, MUKO]eHOIaTa MO-

detumom, unknodochamumom) u 6e3
TaKoBbIX. [IokasaHo, 4TO MeX/Y IpO-
TOKOJIAMY JICYCHU A Pa3/INYHBIMU VM-
MYHOCYIpeccaHTaMI He ObITIO CylIe-
CTBEHHBIX Pas/INyuil B pe3ynbTaTax,
4TO CBUJIETENIbCTBYET B IIOIb3Y IMMY-
HOCYIIpeccuit Ipu paHHeit AuddysHoit
CHCTEMHOII CKilepofiepMmuin. B rpymme
IAllYIeHTOB, He TOMyYaBUINX UMMY-
HOCYIIPeCCHBHYIO Tepaluio, Habio-
Jayach camasi BBICOKast CMEPTHOCTD .
B 3aBepmenne O.B. [JecnHOBa oTMe-
TU/IA, YTO PaClO3HABAHME PaHHEN

Difficult-to-treat nerounas aprepuanbHas runepreHsua
Npy CUCTEMHOI CKnepoAepmun: npaBaa unn Bbimbicen?

pobneme TpymHOI ANA Te-

yennsa (difficult-to-treat,

D2T) JIAT npu cucreMHOI
CKJIEPOJePMUY TIOCBATHUII CBOM JIO-
KJIaJ 3aBefyolnii madopaTopuei
MHCTPYMEHTANbHOI JMArHOCTUKA
HWWP um. B.A. HacoHoBoi1, K.M.H.
Anexcanpp Burtanbesua BOJIKOB.
Jlero4Has runepTeH3nsA — TeTepOreH-
HOe IIOHATHE, KOTOpOoe 00 beANHAET
HEeCKO/IbKO KIMHUYECKUX COCTOA-
HUil. XapaKTepHOIl ee 4epTON AB-
7IseTCA TOBBILIeHNe CPeIHETO JaB-
JIeHuA B Jiero4Hoit aprepun (cpJIJIA
> 20 MM PT. CT.).
C y4eToM reMOfHAMIYECKNX KpU-
TepueB JIeTOYHAaA TUIEPTEH3UA
KMacCcrUUUPYeTcs Ha IIOCT- U Ipe-
KamurapHyo. K npexanmmnapHoi
¢dopme otHOCcAT JIAT, XpoHIYECKYIO
TPpOoMO0IMOONNIECKYIO JIETOUHYIO
TUIEePTEH3NIO, JIETOYHYIO TUIIepTeH-
3110 Ha OHe 3a00/IeBaHMIT TIETKIX.
IMocTKanmmiApHas neroyHast rumep-
TeH3Ms — 60/lee YacThIll BapMaHT Je-
TOYHOIT TUIIePTEH3NN, 06YCIOBICHHDII
IIOpa’keHMEeM JIEBBIX OTHE/IOB CepAla,
Kak creny@uiecknm, Tak U CBA3aH-
HBIM C BO3PACTHOM IIaTOJIOTHEN.
Jlerounylo rurepTeH3NIO IOAPA3eN-
10T Ha 1aTh rpynit: JIAT (uavomaTuye-
CKas, HaCIeiCTBEHHAs, IeKapCTBEHHO-
VHAYIVPOBAaHHAsA, ACCOLVMPOBaHHAA
C MMMYHOBOCTIA/IUTE/TbHBIMI PEBMa-
TUYECKUMM 3a00JIeBaHUAMU, BPO-
XKIEHHBIM IIOPOKOM CepALIa), IETOYHAs

TUIIEPTEHSVS BCIE[CTBIE TIOPaXKeHNs
JIEBBIX OT/E/IOB CEPHLIA, TeTOYHAS TH-
[epTeH3Ns BCIENCTBIE 3a00/IeBaHMIA
JTETKUX M/ VIV TUTIOKCHH, XPOHMYECKast
TpoMb0IMObONMYecKas TeroYHas TH-
HepPTeH3Ms U JIeTOYHas TUIePTEeH3 U
CMEIIaHHOTO (HEU3BECTHOTO U/ He-
OJJHO3HA4YHOI0) TeHEe3a.

IlepBbie YeThIpe TPYIIIbI IETOYHOM TH-
HepTEeH3MM BCTPEYAIOTCs Y HAl[eHTOB
C BOCII/IUTE/IbHBIMIU PEeBMATHIECKI-
My 3aboneBaHusAMI. B cBA3U C aTuM
OCHOBHas Iie/Ib JUarHOCTUKU — He
TOJIBKO BBISIBUTD JIETOYHYIO TMIIEPTEH-
310 KaK MOYKHO paHblIle, HO J ITPOBec-
1 [ depeHIanbHYI0 AUarHOCTIKY,
IIOCKOJIbKY IIOAXO/bI K Tepanny 9TUX
BUIOB JIETOYHOI TUIIEPTEH3UN Pa3-
JIMYAKOTCS.

IKCIepT NoJ4epKHyIL uTo JIAT - He-
usnednMoe 3aboneBaHue, MO3TOMY
TepameBTUYeCKasi TAKTUKa Halesre-
Ha HA YMEeHbIIIEHVe BBIPAXXEHHOCTN
CUMIITOMOB U CHVKEHUE CKOPOCTHU
IporpeccupoBanusa. B coBpemeH-
HBIX OTeYeCTBEHHBIX 1 3apYOEKHBIX
KJIMHNYECKNX PEKOMEHAauMIX II0
JIEYEHUI0 TAIMEHTOB C CUCTEMHOI
CK/IepofepMIuell ykasaHo, 4TO IIpU
CHMIITOMAX JIETOYHOI IUIIePTEH3UN
HY>KHO Ha3Ha4aTh KOMOVHJPOBAHHYIO
TEPAINIo, a B HEKOTOPBIX CTyYasiX —
CTapTOBYI0 KOMOMHMPOBAHHYIO Te-
pamnuio.

KoHuenuus TpysHOM3/IEYMMOTO
(D2T) peBmarnyeckoro 3abonesa-

CTafuy CUCTEMHOI CKIepofepMun
MOTEHLIMATbHO MOXKET IIOMOYb BbIA-
BUTDb PaHHNE IIPU3HAKN MOPa’KEHI
BHYTPEHHMX OpraHoB. PanHAA fguar-
HOCTMKA CIIOCOOCTBYET CKPUHUHTY
U cTparuuKanuy PUCKOB, a TAKXKe
HAa3HAYEHMIO Tepanuy Ha 6ortee paH-
HYX 3Tanax 3aboneBanus. Vsydenne
6MOMOJEKYIAPHBIX ¥ KIMHUYECKIX
0COOeHHOCTell paHHell CTaguK pac-
HIMpsAeT MPeCTaBIeHNE O TIATOTeHe3e
CHICTeMHOJ CK/IEPOI€PMIN VI TepAITIEeB-
TUYECKIX IesAX.

HUS M3HAYaIbHO ObLIA MpeaioKeHa
ISl peBMaTOM/JHOTO apTPUTA, KOTTa
He y[aeTcs JOCTUYb PeMICCUN WIN
HU3KOI aKTUBHOCTHU 3a00JIeBaHUS,
HEeCMOTps Ha IOC/efOBaTeIbHOE
UICIIO/Ib30BaHMe COBPEMEHHBIX IIpe-
napartos. [Ipu aTom HabmogaeTcs
BONTHOOOPa3HOe TeueHme 6OMe3HN —
YXYALIEHVe CMEHAeTCA PEMUCCHEIL.
Ecnu paHHYI0 KOHLIEIIINIO paccMaTpy-
BaTh y manueHToB ¢ JIAT, xpurepuem
I/ Ha3HAYEeHMS U IPUCOefUHeHUA
cnenymomero JIAT-cnenuguaeckoro
npemnapara OyfeT KIMHIIECKOe YXYA-
meHye. OfHAKO OCHOBHBIM OT/INYMEM
JIe4YeHUs JIETOYHOI TUIIEPTEH3UN OT
JIedeH s APYTUX 3a00/IeBaHNUIL SIBTISI-
€TCs MIMPOKOE JVICTIONb30BaHMe KOM-
OuHupoBaHHOI Tepanuu. [Ipu JIAT
TpebyeTCs IOCTOSHHAS SCKaIala
Tepanuy U CTpaTudUKALUsI PUCKa,
KOTOpas BK/II0YaeT OLIEHKY IIPOTHO-
3am apdextuBHOCTY Tepanu. Llenpb
Tepanmiu — MaKCMaJbHOe CHIDKEeHNe
pucka (X0 HMSKOTO) M KaK MOXXHO
6oree INMUTEIbHOE YAEP>KaHIIE STOTO
pesynbrara. CunTaercs, YTO TaKMM
006pasoM MOXXHO YIYYIIUTb BBIKU-
BaeMOCTb ITallMeHToB. [lapaMeTpsl
obueit oneHkn pucka npu JIAT
BK/IIOYAIOT He TOJIbKO KIMHMYECKUe
IaHHBIe, HO U TTOKa3aTtenu 61oMapke-
POB, pe3y/IbTaThl MHCTPYMEHTaIbHBIX
VICCIIEOBAHNIA.

Kak ormetun A.B. Bonkos, mosmHsasa
muarHoctuka JIAT accorumpoBaHa
¢ 6ormee yeM TPeXKpaTHBIM YBemnde-
HJIEM PYICKa TOCTINTa/IN3ALUI 1 CMep-
TV OT BCeX IpMYMH. Tak, y manuen-
TOB C mo3aHeN muarHoctukoi JIAT

> White B., Furst D.E., Frech T.M., et al. Comparative efficacy of immunosuppressive therapies in the treatment of diffuse cutaneous systemic
sclerosis. ACR Open Rheumatol. 2025; 7 (3): €70004.
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Habronanach Huskast 3pQeKTMBHOCTH
JIedeHNs C BbICOKMM YPOBHEM PUCKa.
Ilo3gHuit guarHo3 B 3HAYUTETbHOM
cTereHM ObITT CBA3AH C XYAILINM JIC-
XomoM®.

B xn1mHMYecKoM peBMaTONOTUYE-
CKOJf TIpaKTUKe BBIABIAIOTCA CIY-
yayu D2T-JIAT, acconqumpoBaHHOI
C CUCTEMHON CKIepoJepMueil.
ITpesxpe Bcero OHM CBA3AHBI C He-
HIpaBUIbHOI AMATHOCTUKOI 3a60-
neBaHuss. MHOTME HOPMBI TETOTHOIT
TUIEePTeH3NN UMEIOT CXOXYI0 K/IN-
HMYECKYI0 KapTUHY, B YaCTHOCTH
JIAT u nero4yHas rumepTeH3Ms Ha
¢dboHe mOpaXKeHNs EeBBIX OT/E/IOB
ceppua, 0oCo6eHHO B TexX CIydasx,
KOTJIa 3TO IPOAB/AETCS CEPAEIHON
HeJlOCTaTOYHOCTBIO C COXPAaHHO
dyHKIMel BHIOpOCA, a YPOBEHb
TaBleHMA 3aKIMHUBAHUA JI€TOY-
HOIl apTepuy Ipu KaTeTepusanumn
IpaBbIX OT/IENIOB CepJlja OCTAETCA
HOPMaJIbHBIM.

Cnegyer ormeruTb, uTO JIAT-
crierpuuuecKue mpemapaTsl 3aperu-
CTPUPOBAHBI TONBKO /IS IBYX IPYIII
nerovHol runeprensun — JIAT, xoro-
past sBnsAeTCst opdaHHBIM 3a60/IeBa-
HIEM, U XPOHIYECKOI TpoM603M60-
JINYECKOI JIETOYHOV TUIIEPTEH3NM.

B 1ccnenoBaHyAX OlleHMBa BAMAHNE
JIAT-crierpumaeckmx mpenapaTros Ha
TeYeHMe JIETOYHON TUIEPTEH3NM,
CBA3AHHOJ C MHTEPCTUILIMATIBHBIM 3a-
6omeBanveM jerkux, u JIAT mpu cuc-
TeMHOM ckjiepose. IIpumenenne JIAT-
criennIIecKyX IpenapaToB CHIDKAIO
BBDKIBAEMOCTD MAIMEHTOB C CUCTEMHOM
CKJIEpOIEePMUEN Y JIETOYHOI TUIIEPTEH-
31614, aCCOLMMPOBAHHOIA C MHTEPCTULIN-
a/IbHBIM 3a060/IeBaHIEM JIETKIX .

Y manmeHTOB C COYETAaHHOM MOCT-
U TIPEKANN/UIAPHOM JIETOYHOM TUIIep-
TeH3MeEN, CBA3AHHOM C MMOPaKEeHUEM
TIEBBIX OT/ETIOB CEPALIA, IPYMEHEHME
JIAT-cnenndudeckux mpemnapaTos
TaK>Ke ITOBBIIIAJIO ITOKa3aTe/y CMEPT-
HOCTM OT BCeX NPUUMH®.

CormacHo JaHHBIM 3KCIlepTa, He-
CMOTPS Ha 3HAaYMTE/NbHBIN Iporpecc
B Tepaluu, IATUNETHAA BbDKMBae-
MocTh nmanueHToB ¢ JIAT, acconu-
MPOBAHHOI C CUCTEMHOI CKJIEpO-
mepMueli, MO-NPeXXHEMY OCTAaeTCs
HusKol1. TeM He MeHee HaKOIIEHHbIE
TaHHbIE NEMOHCTPUPYIOT IONTOXKM-
Te/lbHbIE TEH/ICHIIMM B OTHOLIEHUN
IOKasaTesell BPDKMBAEMOCTH Ha
¢$hoHe pUMEHEHUs COBPEMEHHBIX
JIAT-cnennduyeckux nmpemnaparos.
IToxasaHO, 4TO MCIIONTb30OBAHME Ma-

Ceponornyeckue GuomapKepbl A OLEHKN NPOrHO3a

W Tepanuu CUCTeMHOI CKnepoaepMum

AafIIuii Hay4YHBINA CO-

TPYLHUK nabopaTopun

CUCTEMHOTO CKJIepo-
3a HUVMP um. B.A. Haconosoii,
K.M.H. JIrogMuna AjexcaHApoBHaA
TAP3AHOBA noppo6HO pacckasa-
71a 0 IPMMEHEeHUN CepOIOTUYeCKUX
6110MapKepoOB [/151 OLleHKY IPOTHO-
3a 1 9QdEeKTUBHOCTHU Teparnm Cu-
CTEMHOII cKnepojepmun. B Havane
BBICTYIVIEHNA OHa OTMETMJIA, YTO

CHCTEMHasA CKIEPOREPMUA — TsXKe-
70e ayTOMMMYHHOe 3ab0jieBaHye
COEIMHUTE/IbHON TKaHU, KOTOpOe
XapaKTepu3yeTCa MYIbTUCUCTEMHO-
CTBIO IOPAXKEHMNA, COIPOBOXKAETCA
BBICOKOJ MHBaINA3aLMeN 1 CMepPT-
HOCThIO. OJHUMU U3 CaMBIX TsXe-
JIBIX ¥ PaCIIPOCTPAaHEHHBIX ITOpaXKe-
HII TP CUCTEMHOJ CKIIEPOiepMUN
OCTAIOTCA MHTEPCTUIMAIbHbIE TOPa-
JKEHI JIETKUX M IIOPaKeHUA CepALa.
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LUTEHTAaHa 1/ WU PUOLUTYaTa B BUJe
MOHOTEpaNuNu UM B KOMOMHAINN
¢ ppyrum JIAT-cnennduyuecknm
InpenapaToM CTaTUCTUYECKM 3Ha-
YMMO CHVDKAO NATUETHUN PUCK
HACTYIUIEHUs CMepTH (OTHOCUTEIIb-
Hblii puck 0,44 npu 95%-HOM Jl0-
BeputenbHoM unTepsane 0,19-1,07;
p = 0,07)°. Kpome Toro, B cBsi3u
C IpMMEHEHNEM MMMYHOCYIIpec-
CUBHBIX IIPENAPATOB [/ JIeYeHUs
MHTEPCTULMATbHBIX 3a00/IeBaHNII
JIeTKMX CYLIeCTBEHHO CHU3U/IOCH
KONIMYECTBO C/TY4YaeB C TsKENO fie-
TOYHOJ TUIIEPTEH3MEN, CBA3aHHON
C 3TUM NPOABIEHUEM CUCTEMHON
CKJIEpOJiePMUIL.

PesromMupys BBIIIECKa3aHHOE,
A.B. BonkoB OTMeTUII, YTO pe3yib-
TaThl UCCTIEIOBAHMII ¥ OIIBIT peasb-
HOJi peBMaTO/IOTMYECKON IPAKTUKI
noaTBepxAanT, 4To D2T-JIAT npn
CUCTEMHOI CKIEePOJEPMUN — TPYL-
HBIil IMaTHO3. YXy/lIeHNe IIPOTrHO3a
y HaIIeHTOB C CCTEeMHOII CKIIepofiep-
muett u JIAT npexxpe Bcero cBsA3aHO
¢ TakuMy QaKTopaMi, KaK IO3THAS
IMaTHOCTVKA, HelpaBUIbHBII iy de-
PEHIVAIbHBII [UAaTHO3 1 Ha3HAYeHNe
JIAT-crierndmuecKux MpernapaTos He-
Ije7IeBbIM TPYTIIIAM.

CeropHs A/1s1 CBOEBPEMEHHOTO BbI-
SAB/IEHNST CUCTEMHBIX IIOPaKeHUI
OpU CKIEPOJePMUN HPUMEHSIOT
pasanuHble 6MOMapKepbl — He-
VMHBA3UBHBIE M YYBCTBUTEIbHBIE
MHAMKATOPbI, OTpaxawoiue u-
3MOJIOTMYeCKNe VI MATOJIOTYecKue
IpOLIeCChl, IPOrHO3 3abomeBaHMs
1 OTBET Ha Tepamnuio. biaaromapsa
MCC/IEOBAHNIO LYPKYIUPYOMNX
61oMapKepoB BO3MOXKHa 6oree 3¢-
dexTuBHaA cTpaTudUKaLKs pUCKa
u BbI6Op neveHus. Hagexusle mo-
Ka3aTe/li aKTUBHOCTI, IPEAUKTOPHI
HporpeccupoBanysa 3aboneBaHysA

¢ Kubota K., Miyanaga S., Akao M., et al. Association of delayed diagnosis of pulmonary arterial hypertension with its prognosis. J. Cardiol. 2024;

83 (6): 365-370.

7 Chauvelot L., Gamondes D., Berthiller J., et al. Hemodynamic response to treatment and outcomes in pulmonary hypertension associated
with interstitial lung disease versus pulmonary arterial hypertension in systemic sclerosis: data from a study identifying prognostic factors

in pulmonary hypertension associated with interstitial lung disease. Arthritis Rheumatol. 2021; 73 (2): 295-304.

8 Moghaddam N., Swiston J.R., Tsang M.Y.C., et al. Impact of targeted pulmonary arterial hypertension therapy in patients with combined post-
and precapillary pulmonary hypertension. Am. Heart J. 2021; 235: 74-81.
° Bonkos A.B., FOnxnua H.H., Hukonaesa E.B., Haconos E.JI. Jlerounas apTepuanbHas TUIIEPTEH3N, aCCOLMNUPOBAHHASA C CCTEMHOI
CK/IepofiepMuelit: pe3y/IbTaThl OTHOLEHTPOBOTO ATUTENIBHOIO MIPOCIEKTUBHOrO HabmoneHus 2009-2024 rr. Hay4yHo-npakTuyeckas

pesmarosnorus. 2025; 63 (3): 262-272.
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U OTBETAa Ha TePaNMIO Ba>KHBI [
0oT6Opa MaLMEeHTOB B KIIMHIYECKIE
MCCIIEOBAHILS, ONITUMM3AL[UY JIede-
HMA B paMKax IepCOHMQUIMPOBaH-
HOJ MeOUIIMHBI.

IIpu cucteMHON CKIepOmZepMUN
MMMYHHBIE KJIETKY BBIPaOaThIBAIOT
6071bII0E KOTMIECTBO GIOMapKepOB:
crienuduyecKne ayTOaHTUTENa, pas-
JIVYHbIE UTOKMHDI, XeMOKIHBI, Me-
AMATOPBI BOCIAIeHNUs, IpodubpoTu-
gyeckue paxTopsl. BsaumopericrBue
3TUX 610MapKepoB C SHAOTEINAIb-
HBIMM KJIeTKaMmu, ¢pubpobmactamu
U [PYTUMMM TUIAMMU KJIETOK B/Ie4eT
3a c0601t OT/IOXKeHIIe BHEK/IETOYHO-
rO MaTpPMKCa U IPOrpeccupOoBaHIe
3ab0/eBaHNUA.

Y 60/IbHBIX CUCTEMHOI CKIIepofiep-
M€l C MHTepCTULMATbHBIM IOpa-
JKEHUEeM JIETKMX OBLIO UCCIETOBAHO
IOBOZIBHO OOIBIIIOE KOTUYECTBO ChI-
BOPOTOYHBIX 61IOMapKepoB, 4acTh
U3 HUX yKe IPUMEeHAeTCA B KIUHU-
yeckoil mpakTuke. IIpexxae Bcero
9TO CrenuduIecKue ayTOAHTUTENA,
MapKepbl AMUTENMNATBHOTO IOBpe-
XKeHUS U 6apbepHOIL [UCHYHKIINM,
MMMYHHOJ [CHYHKLUY M BOCIIaTIe-
H1s. MHOTVe 6110MapKepbl HAXOMAT-
Cs1 Ha CTafUM U3YUEHUs.

ITo cmoBaM sKcmepTa, Halau4due
CBIBOPOTOYHBIX aHTUTEN KO MHO-
KeCTBY BHYTPUK/IETOYHBIX aHTU-
TeHOB CIYXUT CEPONOTUIECKUM
MapKepOM CUCTEMHOI CKIepofiep-
MUY ¥ TI03BOJIsIET C 6OJIBIIOI TOY-
HOCTbBIO BepUPUIVPOBATH JUATHO3.
CrenuduyHble ayTOAHTUTENA ACCO-
HUMPYITCA ¢ popMoit 3a60IeBaHMs
Y XapaKTEePHBIMU KIMHUYIECKIMU
HPOSIB/IEHNSIMY, YTO II03BOJISIET IIPO-
BOAUTD CTPATUPUKALINIO TALIMEHTOB
Ha paHHell CTagyy MaTONIOIMYeCKOro
Ipoliecca Ha OfHOPO/HbIE IOATPYII-
IIBI C IIe/TbIO Ja/TbHelIIelt paspabor-
KJ He0OXOgMMOTO KOMIIJIEKCa 06-
CIe[lOBaHUII ¥ aleKBaTHOJ TaKTUKU

nevyenns. Haubomnpiuei cuenndny-
HOCTBIO IIPY CUCTEMHOII CK/IepOfiep-
Muu 001aganT aHTu-Tomo-1, AITA
u antutena k PHK-monumepase 3,
BK/IIOUEHHBIE B K/IacCU(PUKALOH-
Hble KpUTepun 3a601eBaHNUA.
Hanuume antu-tomo-1 acconun-
pOBaHO ¢ HaMOONBUINM PICKOM
BO3HMKHOBEHUA MHTEPCTUIIMATD-
HOTO MOpa)keHNA NeTrKUX He3aBu-
CUMO OT NMMUTUPOBAHHON MNIN
nuddysuoit popmsl 3aboneBaHusI.
CormacHo pesynbTaTaM MCCIe0-
BAaHUI, BBDKMBAEeMOCTDb OOTbHBIX
CUCTEMHOII CKJIepOJiepMMell C II0-
paKeHMeM JIeTKMX, OMOKUTeTbHBIX
110 aHTM-TOIIO-1, JOCTOBEPHO HIKE
110 CPAaBHEHMIO C AaHTU-TOIO-1-He-
raTMBHBIMY HalyeHTaMy. Takum
06pa3oM, aHTK-TONO-1 — IpefuK-
TOp IPOTPecCUPOBAHNUA U IVIOXOTO
IIPOrHO3a MHTEPCTULNAIBHOTO 110~
pakeHus JerKux.

Hanee JI.A. TapsaHoBa mpepcTa-
BJJIa Pe3y/IbTAThl MCCAelOBAHMA,
B KOTOPOM OBI/IO IOKa3aHO, YTO
BBIABJICHME aHTU-TOIO-1 y manu-
€HTOB C CUCTEMHOII CKIepofiepMu-
ell ABNAeTCA NPeAUKTOPOM OTBeTa
Ha Tepanuo'’. Tak, Ha poHe neveHM s
PUTYKCUMMabOM y IIaLINEHTOB C CHUC-
TeMHOJI CKJIepofiepMueli OTMeYeHO
cHmxkeHne TuTpos AH® u anTu-To-
no-1, accouupytomeecs ¢ apdexk-
TUBHOCTBIO Tepanuu. Y IMO3UTUB-
HBIX II0 aHTU-TOMNO-1 MaIlMeHTOB
Ha6T0a0Ch TOCTOBEPHO GOTIbIIEE
yIydlleHue mokasareneit popcu-
POBaHHON >XM3HEHHOW €MKOCTU
nerxux (OXKEJI) u nuddysnonnoit
CIIOCOOHOCTH /IETKMX 110 CPAaBHEHUIO
C aHTU-TONO-1-HeraTUBHBIMU IIa-
nueHTaMu. Takum o6pasom, aHTHU-
TOIIO-1 MOXXHO paccMaTpMUBaTh KaK
NpeUKTOP OTBETA HAa aHTU-B-Kie-
TOYHYIO Tepanuio.

K MmapkepaM snuTenmuanbHO-
ro NMOBpEXAEeHMUsA M HapYIUIeHU:

6appepHOil QYHKUUN OTHOCUTCS
KL-6 - BBICOKOMONEKY/IAPHBIIL ITIA-
KOIIPOTENH, HPOAYLMPYEMBIII ITHEB-
monuTamu 1l n smuTenmuanbHBIMU
KneTkaMu 6poHxoB. OH y4acTBy-
er B cTuMynsanuu ¢pubpobiactos
M MHTMOUPOBAHMM aNOMTO3a.
Berpaborka KL-6 nmoBeimaeTcs npu
HOPaKeHMM SNUTENNA U KJIeTOUHOMI
pereHepanuu. B uccnefopaHnAx
YyBCTBUTE/NIbHOCTD U CHeLUPUU-
HOCTb ucnonb3oBanusa KL-6 gns
AVATHOCTMKY IOPa’KeHNU s JTeTKNX
cocraBuna 44 u 85%. Ilpu atom ypo-
BeHb KL-6 xoppenuposan ¢ PXKEJI,
nuddy3snoHHON CIOCOOHOCTHIO
JIETKYUX U PAcCIIPOCTPAHEHHOCTHIO
IOpakeHM JTerKUX, TO eCTb acco-
UM POBAJICA C TAXKECTHIO MHTEPCTHU-
IIMaIbHOTO IOpa>keHus nerkux'’.
YcTaHOB/IEHO TaK>Xe, YTO BBICOKMIA
ypoBeHb KL-6 B CBIBOPOTKE KpOBU
MMeJl MeCTO y GONbHBIX C TePMU-
Ha/IbHOJ CTa/IMEN MOPasKeHU A JIeT-
KMX U €ro Hajau4uye ObIIO0 CBA3aHO
C HOBBIIIEHHONl CMEPTHOCTBIO.
B opHOII 13 paboT BEICOKMIT yPOBEHb
KL-6 y monyuyasmux I'KC n nukmo-
¢dbocdamup O6bIT IPERUKTOPOM ITIO-
xoit 9¢dexTUBHOCTHU Tepanun®.

ITo manasim HUMP um. B.A. Ha-
COHOBOM, Y NALMEHTOB C CUCTEM-
HOII CKJIEPOJiEpPMUENL M UHTEPCTU-
IMaNbHBIM HOpPaXkKeHNeM NeTKIuX,
nonyvapmux 'KC, uMmmyHnocynpec-
CaHTBI U PUTYKCUMAD, CYLIeCTBY-
eT oOpaTHasi KOPPEIALUs MeXAY
ypoBHeM KL-6 Ha MOMeHT BK/TI04e-
HUA B MICC/Ie[JOBAaHME U [IOKa3aTen -
mu OKEJI B fuHaMuKke. YpoBeHb
KL-6 moctoBepHO 6bIT CBsI3aH
C KOIN4YeCTBOM B-KneTok Ha Mo-
MeHT BK/IIOYEeHMA B UCCNIe[j0OBaHNE,
HO He 6BL/IO BBLABIIEHO KOPPeIALUN
Mexny yposaem KL-6 u peHTreHo-
JOTMYeCKMMU CUMITOMAaMU, aKTUB-
HOCTBIO CUCTEMHOM CK/IePOlepPMUH,
nokasarensaMu nabopaTOpHOI

' Anaubesa JLIT., Tap3anosa JL.A., Koresa O.A. u fip. [IuHaMuKa ayTOaHTUTeN K TOnOM3oMepase I Ha oHe edeHnst puTyKcuMaboM y 60IbHBIX
CHCTeMHOIT cKiepofepmueit. Haydrno-npakTundeckas pesmaronorus. 2022; 60 (1): 57-63.
! Elhai M., Hoffmann-Vold A.M., Avouac J., et al. Performance of candidate serum biomarkers for systemic sclerosis-associated interstitial lung
disease. Arthritis Rheumatol. 2019; 71 (6): 972-982.
12 Kuwana M., Shirai Y., Takeuchi T., et al. Elevated serum Krebs von den Lungen-6 in early disease predicts subsequent deterioration

of pulmonary function in patients with systemic sclerosis and interstitial lung disease. J. Rheumatol. 2016; 43 (10): 1825-1831.

13 Satoh H., Kurishima K., Ishikawa H., Ohtsuka M. Increased levels of KL-6 and subsequent mortality in patients with interstitial lung diseases.

J. Intern. Med. 2006; 260 (5): 429-434.

JddekTuBHaA hapmarotepanua. 28/2025



U BOCNAAMUTENbHON aKTUBHOCTH,
nposoxauMoil Tepanueii. Cuenan
BbIBOJM, 4TO KL-6 MOXeT MCIOIb-
30BaTbCA /11 IPOTHO3MPOBAHUSA
HIPpOrpeccupoBaHNA MHTEPCTULIN-
a7IbHOTO NOPA’KEHM JIETKUX, HO He
I TOATBEPXXAeHN A HaIM4u A Ma-
Tonoruu. IIoBbIIeHHBINT YPOBEHD
KL-6 y 601pHBIX CUCTEMHOII CKIIe-
ponepMueit ¥ IOpaskeHMeM IeTKMUX
MOJKET PacCMaTpUBATHCA KaK OJ[HO
W3 MOKa3aHU M/ Ha3HAUYEeHU S
aHTU-B-KkneTouHO Tepanum.
CypdakranTtHbiit 6emox D (SP-D)
HpefcTaBnsgeT co60lt IUMOIPOTe-
UH, CEKPeTUPYEMBII aIbBEONTAPHBIM
smurtenueM u kinetkamu Kiapa.
OcHoBHasA ero QyHKLIMA — CHMU-
JKE€HJEe IOBEPXHOCTHOTO HaTsdXe-
HIA a/bBEOJI Ha TpaHUIle pasfena
«BO3JIYX — XUIKOCTb» [/ Ipefo-
TBpAIeHN KOJIIAICa [bIXaTeTbHbIX
nyTeit. SP-D nHeBMocnenuduyes,
ero ob6Hapy>XeHMe B CBIBOPOTKE
KpPOBU 06YC/IOBIIEHO OBPEXAEHN-
€M a/IbBeOISPHO-KANUIAPHOTO
6apbepa. IloBBIIEHHEIT YPOBEHD
SP-D mmeeT MecTO y MalMeHTOB
C CUCTEMHOM CK/IepofiepMUeN U NH-
TepCTUIMATbHBIM OPaKEHNEM JIeT-
KIX [0 CPaBHEHNIO C 60NbHBIMM 6e3
HEro M CO 3[J0POBBIM KOHTPOJIEM.
Boicoxuii yposenb SP-D B chiBOpoT-
Ke KpOBM B COUETAHNY C HATNYMEM
aHTK-TONO-1 o6ajaeT BBICOKOI
YyBCTBUTETBHOCTBIO U crennduy-
HOCTBIO B OTHOIIEHNUM BbIAB/ICHN
UHTEPCTULMATBHOTO MOPaXKEHUA
JeTKMX. B 3aBMCHMOCT) OT ypPOBHA
cpiBopoTouHoro SP-D 6bir10 BeIzeIe-
HO TPU IPYIIIbI PUCKA B OTHOUIEHUN
Pa3BUTUA UHTEPCTUIMATBHOTO II0-
pakeHusA JIETKMUX — BBICOKUIL, yMe-
peHHbIIT ¥ HU3kUIT. OFHAKO YPOBEHD
SP-D He KOppenupyer HU C TsXe-
CTBIO, HI C IPOrpecCUpOBaHNEM
MaHHOM MMaTOJIOTUMN.

B perpocnexTUBHOM UCCIENOBAHUN
ObLIIO TOKa3aHO, YTO OBICTPOE CHU-
KeHue ypoBH:A SP-D B chiBOpoTKe

MeauuuHCKIiA QopyMm

IX Cpesp peBMaTONOrOB € MEXAYHAPOLHBIM Y4aCTHEM

KPOBU IIOCTIe Tepanuy uknodocda-
MUZOM ¥ IIPEIHN30/IOHOM SIBJIACT-
Cs IPeUKTOPOM XOPOLIEro OTBETa
Ha nedeHue'. Vicxons us nonydeH-
HBIX PE3y/IbTaTOB OB C/IeNIaH BBIBOJ,
410 SP-D MOXXHO CYMTaTh 4yBCTBU-
TeJIbHBIM OMOMapKepoM AJist fuar-
HOCTUKY IOpPaKeHUs JIeTKUX IpuU
CUCTEMHO CKIepOoJilepMUM, HO He
A1 OLleHKM TSXKeCTU U IPOrHo3a
JIETOYHOTO ITOPa>kKeHNUA.
XeMOKMHOBBIN nuraujg 18, unn
CCL-18, npoayunpyeTcs B I€TKUX
aHTUTeHIPe3eHTUPYIOWMMM KIIeT-
KaMy (HeHIPUTHBIMM KIeTKaMU
u Makpocdaramu). Mapkep anu-
Te/IMAIbHOIO MOBPEXJCHNUA U Ha-
pyuwenus 6apbepHoil GyHKLUM
CCL-18 ctumynupyet nponudepa-
nuio ¢ubpo61acToB U BEIPAGOTKY
KOJI/IaT€Ha, a B OTBET HAaTUBHBIN
KOJUIATEH YBE/INYNBAET BHIPAOOTKY
CCL-18. Camomnofiep)KMBaOIUIICS
LUK/ IPUBORUT K POPMUPOBAHUIO
neroyHoro ¢pubposa. YcTaHOBIIEHO,
4TO nopbimeHHble ypoBHu CCL-18
B CBIBOPOTKE KPOBM CBSI3aHBI C VXY
IIeHneM QYHKIIOHATbHOTO COCTOS-
HIISA JIETKUX U 607Iee BBICOKOI CMepT-
HOCTbI0. KpoMe TOro, MOBBIIIEHHBIN
yposeHb CCL-18 B cbIBOPOTKe KPOBU
acCOLMMPOBAH C IIPOTPeCcCHpPOBaHNEM
MHTEPCTUIMATBHOTO HOPaXKeHMs Jer-
KIX, 110 TaHHBIM (YHKIMOHATbHBIX
nerouynbix TectoB 1 KT nmerxux'.

B KpynHOM NpOCIEKTUBHOM MCCIE-
HOBaHUM IOKAa3aHO, YTO BBICOKOE
ucxopnoe 3HayeHne CCL-18 B cbI-
BOPOTKE KPOBU M MY>KCKOM IIOTI
OBbIIM JOCTOBEPHBIMU IPEJUKTOPaA-
MU IPOTPeCCUPYIONIETO CHIDKEHN
¢dyHKIuM nerkux'’.

B npyroit paboTe npoaHanusupo-
BaHa BBDKVMBAeMOCTDb MAIMEHTOB
B 3aBucumMoctu ot yposua CCL-18.
YcTaHOB/IEHO, 9TO €T0 NOBBIIIEHE
CBA3aHO C YBeM4YeHMeM CMEPTHO-
cty. ITomydeHHbIe JaHHBIE TO3BOMNMN-
nu paccMatpuBaTh yposeHb CCL-18
KaK MapKep IPOTHO3a MHTEPCTULU-

aJIbHOTO TIOPa’KEH N NIeTKUX Y 60IIb-
HBIX CUCTEMHOI CKIepofepMueit's.
ITo cnoBam akcnepra, MJI-6 aBnsa-
€TCA TJIeHOTPOIHBIM BOCTIATUTE/Ib-
HBIM IIUTOKMHOM OCTpoIi ¢paspl. OH
UrpaeT BaXKHYIO pOJIb B IIPOrpeccu-
POBaHMMU CUCTEMHO CKIIepPOJepMUNL,
yBeIM4MBasi BIpabOTKY KOJI/TareHa
3a cyeT cTUMynALNUK Gubpobd1acTos,
ouddepenuuposku mMuodubpo-
671aCTOB M MHIMOUPOBAHUS CEKpe-
MM MeTajIoNpoTenHas. Boicokne
ypoBHU VJI-6 B CBIBOPOTKE KPOBU
aACCOLMMUPYIOTCA C pa3sBUTHUEM VH-
TepCTUILMATBHOTO IOPaXKEeHU JIeT-
KX IIPY CUCTEMHOI CKIepOJepMUNL.
PesynpraThl MccmemoBaHmit, Ipo-
BemeHHbXx B HVMMP um. B.A. Ha-
COHOBOI1, TOKA3aJIM, 4YTO y AL MeH-
TOB C CUCTEMHON CKIepojiepMuen
Y MHTePCTULIMATbHBIM IIOPaXKeHIeM
nerkux Ha ¢pone repamu I'KC, um-
MYHOCYIIpeCCaHTaMMU ¥ PUTYKCH-
MaboM OTMeyanuch CTabUIU3anus
nokasareneit OIKEJI, guddysnon-
HOJI CIIOCOOHOCTH JIETKMX, CHIDKEHMe
MHJIeKCa aKTMBHOCTY 3a00/IeBaHA,
ynydlleHye BHIIOTHEHNA TeCTa Lie-
CTMMUHYTHOI XOAbOBI M CHIDKEHME
ypoBHa CPb. Camble HU3KME MTOKa-
3aTeny PyHKIMOHATBHBIX TETOUHBIX
TECTOB 0Ka3a/1ucCh y 6ONBHBIX C IO-
BbIIeHHBIM YpoBHeM CPB u MJI-6.
Omnpepenen pag koppenaunit MJI-6 -
¢ nudPy3noHHOI CIOCOOHOCTHIO
nerkux, ®JKEJI, pesynbraTom Tecta
IIeCTVMUHYTHO XOAbOBI, 3HAYEHN -
eM MHJeKca aKTUBHOCTY 3aboeBa-
Hus un ypoBHeM CPB. Takum obpa-
30M, COXpaHEHJe IOBBLIIIEHHOTO
yposusa CPb u MJI-6 B cpiBOpOTKe
KpOBU Y 60/IBHBIX CUCTEMHOII CKJIe-
ponepMuelt 1 opaskeHneM Nerkux
MOXXET CUYMTATbCA HNPeAUKTOPOM
YXYAIIEHNsI IETOYHO QYHKINN.

B macrosmiee BpeMA aKTUBHO U3-
y4arTcs 6MoMapKepbl HEPBUYHOTO
HOpa’keHNA Cep/ilia IpU CUCTEMHOI
cknepopsepmun. VMiHTepec Moryt
OpefCcTaBIATb TaKMe IOKasaTe-

4 Sumida H., Asano Y., Tamaki Z., et al. Prediction of therapeutic response before and during i.v. cyclophosphamide pulse therapy for interstitial
lung disease in systemic sclerosis: a longitudinal observational study. J. Dermatol. 2018; 45 (12): 1425-1433.

' Tiev K.P,, Hua-Huy T., Kettaneh A., et al. Serum CC chemokine ligand-18 predicts lung disease worsening in systemic sclerosis. Eur. Respir. .

2011; 38 (6): 1355-1360.

' Schupp J., Becker M., Ginther J., et al. Serum CCL18 is predictive for lung disease progression and mortality in systemic sclerosis. Eur.

Respir. J. 2014; 43 (5): 1530-1532.
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7Y, KaK rajeKTVH 3 ¥ HepUOCTHUH.
TanexTuH 3 - 60K U3 CeMeiiCT-
Ba JIEKTMHOB, KOTOPBIII Y4acTBYeT
B PasBUTUM BOCHA/I€HMU s, allONTO-
3a u ¢pubposa. OH accoyumupoBaH
¢ ouaroBbIM Audy3sHbIM Pubpo-
30M MIMOKapja M AMacCTOMNYECKON
RVcyHKIMeIT IeBOTO XeNyR0YKa,
yBenM4eHNeM CTelleHU MUTpPalb-
HoII peryprutanun. IlepmocTun -
BHEK/IETOUHBII 0€/0K, KOTOPBII
aKkcnpeccupyercs pubpobracTamn
U SNMTeNMaTbHBIMU KneTkaMu. OH
UrpaeT BaXXHYI0 ponb B ¢pubposo-
06pasoBaHuy, KIETOYHOI aire31H,
aHTMOTeHe3e ¥ peMOfeNPOBAHNN
MaTpukca. [IoBbIIIEHHBINT YPOBEHD
MePUOCTIHA aCCOLUMUPYETCH C pas-
BUTMEM Pubpo3a MIOKapha.

B cBo10 ouepenb N-TepMyUHaIbHBIIM
IIPOMO3TOBOI HATPUIYPETUIECKIIT
nentup (NT-proBNP) cumraercs
IpeVKTOPOM HOpaXKeHUs cepla,
IPUTOM C BHICOKOJ CTEIIEHbIO YyB-
CTBUTENIBHOCTY U CIIeUNPUIHOCTH.
INosbimeHHbI ypoBeHb NT-proBNP
acCOUMMPOBAH C PUCKOM Pa3BU-
tus JIAT y 60/MBHBIX CUCTEeMHO
CKJIepofiepMuell, I09TOMY MapKep
BK/IIOYEH B CKPMHMHT [ INarHO-
CTUKMU 3TOTO COCTOSIHMA. YPOBEHb
NT-proBNP B cbIBOpOTKEe KpOBM
3HAYNTENTbHO IOBbIIIEH Y Nal[MeH-
TOB C CUCTEMHOJ CKIepojepMuenn
U IIpU3HAKaMU TOPAXKeHM CepALa,
B TOM YMCJIE C HAJ[KeMTyTOUYKOBBIMU
U XKeNTYLOYKOBBIMU apUTMUAMI,
IeperpysKoil IpaBoro >KenyjouKka
U CHIDKeHUeM ¢pakuum Bpibpoca
7eBOro Xenypouka. IloBpimeHne
sgaveHnit NT-proBNP game orme-
4yaeTcsA IpU HaJIM4YMM aHTU-TOIIO- 1,
AUTUTANbHBIX A3B M aBaCKY/IAPHBIX
30H, 0OHAPY>KeHHBIX U IPOBeie-
HIUU BUAEOKAIIM/UIAPOCKOINY HOT-
TeBOro JIoKa. [Ipu 5TOM noBbIlIeHNE
ypoBHs NT-proBNP wame nHa6mio-
maeTcs y nmui ¢ guddysHoit popmoir
3abonepaHus. B pekoMeHmanmax
bpuTaHCKOI rpynIIBI IO M3YYEHUIO
CHCTEMHOI CKJIEpOAEePMUM TP ELI0-
KeHo n3MepATb NT-proBNP ncxon-

HO U €XXerOJHO Y 6eCcCHMIITOMHBIX
[AI[EeHTOB /ISl PAHHETO BBLB/ICHIUS
HaXOJS{IIMXCSI B TPYIIIIE BBICOKOTO
PUCKa pa3BUTUA CEPAEYHDIX OCIOX-
HEHMII, a TAK)Xe CBOEBPEMEHHOTO
[IpOBeJeHNsI JOIOTHUTENTbHBIX JIC-
CTIe[OBAaHUIT M KOPPEKIUY TePATNNL.
Eme ogHuMM MapkepoM Ipu cuc-
TEMHOII CKIepOJepMUN SABIISETCA
yPOBeHb TpOIOHMHA. IIoBbILIeH e
TPOIOHNMHA NPV CUCTEMHOI CKIIe-
pOZepMuUN CBA3AHO C MUKPOCOCY-
AVCTHIM periepy3MOHHBIM MTOBpeE-
X[ieHUeM B OTANYME OT MINEeMUN
Ipy pasBUTUM aTepPOCKIepO3a
U MIIeMIYecKoil 60Ie3HN cepala.
Tponouns I sBrsieTcst 6onee cre-
[MUIHBIM, TAK KaK OLpeenseTcs
TONIBKO B TKAHSX CEPALIa, B OTIMUME
ot TponoHuHa T, ypoBeHb KOTOPOToO
MO>KeT HOBBILIATbCS IPY ITOBPEX/e-
HuY HepudepudecKoil MyCKynaTy-
pbl. B ncciaegoBaHnm ¢ ydactuem
HALMeHTOB C CCTEMHOII CKIepofiep-
Mielt 6e3 KIMHIYeCKUX IPU3HAKOB
[OpaKeHUs Cephlia BISIBIEH IO-
BBIIIIEHHBIl YPOBEHb TPONMOHMHA 1.
B sroit rpynme 4aie oTMedYanuch
nuddysusie Gopmbl 6one3HM, Hoee
Hu3Kas ¢paxius BbIOpoca 1eBOTO
xenynouka, Huskasg OXKEJI n 6ornee
TSDKeTIOoe IIOpaXKeHye CepyLia I JIer-
KIX, CONMyTCTBYIOLass MUOIATHS.
[ToBBIIEHHBII YPOBEHDb TPOIOHN-
Ha | Taxxe GBI CBSI3aH C yBeN-
YeHMEM pUCKa CMepTu 6ojee 4eM
B I1Ba pasa. boln cfienaH BbIBOJ, UTO
TpOIOHMH I MOXXeT 6BITh TOTEHL U -
aJIbHBIM 61IOMapKepOM MepBUIHOTO
HOpaKeHMs CEPALIA IPU CUCTEMHOI
cKIepomepmun’’.

PesynbraTsl mccnefoBaHUI IIO-
CIIeHUX JIeT CBUJETEIbCTBYIOT
0 HIPOTHOCTMYECKON 3HAYMMO-
CTM aHTMKAapAMAIbHBIX AHTUTE]
NpU CUCTEMHOV CKIE€POJEPMUN.
AHTMKapauanbHble aHTHUTeNa
BK/IIOYAIOT B ceOst psifi ayTOAHTH-
TeJI, HallpaBJIeHHBIX IPOTHB aHTH-
TeHOB, KOTOPBIE 9KCIIPECCUPYIOTCS
TOJIbKO B TKaHAX cepAua. ¥ mauu-
€HTOB C CHCTEMHOJ CKJIepOfePMIU-

eit ¥ KIMHUYEeCKUMU IpU3HaAKaMu
MIOpa’kKeHM I CepAIlA YaCTOTA BbIAB-
JIEHVS aHTUKApAVATbHBIX aHTUTENT
OKa3anach JOCTOBEPHO BhILIE, YeM
y MU C NLIIeMUYecKoil 60/1e3HbI0
cepAlla U 300pOBOTO KOHTpPOJA.
AHTUKapAuanbHble AaHTUTENIA JOCTO-
BEPHO aCCOLMMPOBATINCH C SNN307a-
M 60/ B TPYAY, BBICOKVIM YPOBHEM
TpomnoHMHa I 1 oTekoM nmepukapaa.
CMmepTHOCTD OBITA ZOCTOBEPHO
BBILIE CPENVL ITALIMEHTOB C IIOIOK M-
TEJIbHBIM peSY}IbTaTOM Ha Ha/nIn4me
AQHTMKapAVaIbHBIX aHTUTEN'®.

B mepcrnexTuBe ompefeneHne aH-
TUKapAMaAbHBIX aHTUTENT MOXeT
IIO3BOJINTH BBIABIATDH IMAOVMECHTOB
C MAJIOCMIITOMHBIM IIOpa>X€HNEM
ceppla py CUCTEMHOII CKIepofep-
MUM.

B sakmwouenue JI.A. T'apsaHoBa
MOZYEepPKHYA, ITO CEPOTOTMIECKIe
61oMapKepsl Ba>KHBI Ji/1s1 paHHel
AMArHOCTUKU, OLleHKM aKTUBHOCTHU
TeyeHUs 3ab0meBaHMA U OTBeTA
Ha Tepalnio, a TaK>Ke IJIAHMPOBa-
HUA KINMHNYECKUX VICC}Ie]lOBaHI/Iﬁ[
IpU CUCTEMHON CKIEPONLEepPMUN.
Crnenndunyeckue ayToaHTUTENA,
ACCOIUMMpPOBAaHHBIE C CUCTEMHOII
CKJIepojepMueli, MMEIT IPOrHO-
CTI/I‘{CCKYIO IJEHHOCTb HE€ TOJbKO
B OTHOLIEHUM TeyeHUs 3abojeBa-
HUA, HO ¥ B OTHOIIEHUMU OTBeTa
Ha Tepanuwo. OgHaKo KO cUX IOp
HE CYH.IeCTBYCT IIPOCTBIX B MICIIOJIb-
30BaHMM OGMOMAPKEPOB [T OLEHKU
BEPOATHOCTU NPOTrpecCUpoOBaHUA
MHTEePCTULNANBHOTO MOpaXKeHnA
JIeTKUX Y 6ONBHBIX CUCTEMHOII CKIIe-
ponepmueli. bonbpuas yacTb MapKe-
POB IIOKA He M3y4YeHa B JOCTATOYHOI
CTeNeH!, MPpaKTU4YeCKM HeT HU OfI-
HOTO Ba/IMJMPOBAHHOTO [/ KINHU-
4ecKoro npuMeHenus. Heo6xonnmsar
IIPOCIIEKTUBHBIE NINTEJIDHBIE VIC-
CTe/loBaHUA [N BBIABIEHUA CIIe-
UMGUIHBIX M YYBCTBUTETBHBIX /IS
CHCTEMHOII CKIepofiepMuy 6uomap-
KepOoB, MPEACTABMAIILINX COOO0TT KaK
JII/IaI‘HOCTI/[‘{eCKyIO IOEHHOCTb, TAaK
U TepaleBTUYECKYI0 MUIIEHD.

17 Paik .., Choi D.Y., Mukherjee M., et al. Troponin elevation independently associates with mortality in systemic sclerosis. Clin. Exp.

Rheumatol. 2022; 40 (10): 1933-1940.

'8 Caforio A.L.P,, De Luca G., Baritussio A., et al. Serum organ-specific anti-heart and anti-intercalated disk autoantibodies as new autoimmune
markers of cardiac involvement in systemic sclerosis: frequency, clinical and prognostic correlates. Diagnostics (Basel). 2021; 11 (11): 2165.

JddekTuBHaA hapmarotepanua. 28/2025
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PaKTHYECKMM BOIIPOCaM Jie-

YEeHMS ayTOMMMYHHBIX MH-

omaruit npu 6epeMeHHOCTU
ObLI MOCBSIIEH TOK/IAJ HAyIHOTO
COTPY[AHUKA TabOpaTOpPUN CUCTEM-
Horo ckneposa HUMP um. B.A. Ha-
COHOBOI1, K.M.H. AHHBI HUKUTUYHBI
XEJIKOBCKOM-CEPTEEBOIL.
Ha npumMepax ns KMMHMYECKOI Ipa-
KTUKY 9KCIIEPT PacCCMOTperIa TAKTUKY
BefleHNsI 6epeMeHHBIX C MAMOIaTIye-
CKMIMM BOCIIa/IUTe/TbHBIMM MUOTIATH -
amu (VIBM).
[TarmenTka 32 et 6bUTa HATIPAB/IEHA
B HMNP um. B.A. HacoHoBoil B anpe-
ne 2021 r. bepemeHHOCTD 13 Hefenb.
BonbHas xanopanach Ha KOXKHBII 3y,
607D 1 c1abOCTh B MBILIIIAX I/IEYEBO-
TO ¥ Ta30BOTO I0ACA, He3HAUNTE/Ib-
Hble 3aTPYAHEHMA NPU HMPOINATHI-
BaHMUM TBeppoi nuuu. IlanuenTka
60bHa ¢ Mag 2020 I., UMEHHO TOTHA
Y Hee MOSIBUTICA KOXKHBDII 3y, 9pUTe-
MAaTO3HbIe BBICHITIAHMA C TMTOBBIM OT-
TEHKOM, MUAITUI U YMEPEHHAsA ITPO-
rpeccupyollas MbIIIeYHas c1abocTb.
Yposenb KOK - 635 En/n (Hopma - fio
190 En/m), KOTOpHIit B HabHEIIEM
ysemmanmncs go 6000 Ex/n. BeisasneHs!
UMMYHOJIOTMYEeCKME HapyUIeHU:
AH® 1/5120, 610T MUO3UTCIELIN -
(UYHBIX aHTUTET — BBICOKUIT IIOKa-
3aTelb aHTUTEN K aHTuUreny Mi-2.
AHTUKapAMOMUIINHOBbIE aHTUTEIA,
aHTU-P2-TIMKOIPOTENHOBbIE AaHTH-
Tejla ¥ BOMYaHOYHDIN aHTUKOATY/IAHT
oTpunatenbHble. Muorpaduieckn
ObUI IOATBEPXK/IEH TeHEPaNN30BaH-
HBIJi IEPBUYHBIN MBIIIEYHBIN IIPO-
necc. Knuanyeckas kapTuHa nHTEp-
CTUIVIATIBHOTO 3a00/IeBAHNA TETKUX
OTCYTCTBOBAIA.
ITanyeHTKe Ha3HAYEHA Tepamy: Me-
TUIIPEfHN30MOH (MaKCUManbHasa
To3a 24 Mr/cyT), TpU CeaHca ITa3Ma-
(epesa ¢ BBefieHNeM MeTUIIIPETHNU-
30J10Ha, BHY TPUBEHHBII UMMYHOITIO-
Oy/uH.
Yepes aBa MecAIa y KEHIIMHBI OBIT KY-
IMPOBaH KOXKHBII U MMOIIATIYECKII

CUHJPOMBI, BOCCTAHOBUJIOCH IJIOTa-
HIe, HOpManun3oBacs ypoBeHb KOK.
Jlosa MeTH/IIpeHN30/I0HA ObL/Ia CHY-
JKeHa 1o 16 mr/cyT.

B xoH1e aBrycTa 2021 I. y manieHTKA
PpasBUIACh apTepuanbHasA IUIEPTEH-
3us. [IpusHaky akKTMBHOCTHU JepMa-
TOMMO3MTA OTCYTCTBOBanN. bonbHas
o7y 4yasIa MeTUIIIPENHU30/IOH B [J03€
12 mr/cyT.

B Havane ceHTA6ps B CBA3M C IpoO-
TpeccupyIolLeil apTepyanbHol runep-
TEH3Mell M Pa3BUTIEM IIPEIKIAMIICUN
6o/bpHas OblIa TOCIUTATN3NPOBAHA
B aKyHIEpCKO-TMHEKOTOTMYeCKIIl
LEeHTP ¢eflepaTbHOTO YPOBHS, TTiE el
OBIIO IIPOBENIEHO KecapeBO CeueHme
Ha 32-11 Hemene. Pomuaca Maab4mMkK
BecoM 1200 r. [TanjueHTKe IpoBefieHa
IIyIbC-TePANNA METU/IIPENHN3O0TI0-
HOM B fio3e 500 MI/cyT BHYTPUBEHHO
B TeYeHMe Tpex JHell. B nmocnenyro-
meM, 4epes TpM Mecslla, K Tepa-
muu K06aBIeH METOTPEKCAT B [03€
10-15 Mr/=Hen, Ko3a MeTUIIPERHN-
307I0HA CHIKEHA JIO 4 MT B TeYeHMe
HEBATY MECALEB.

o HacTosAIero MOMeHTa BpeMEHN
HabofleHMe 3a MAlMEeHTKOI Mpo-
Jo/KaeTcs, 060CcTpeHnit 3ab0meBaHmsa
He 3aVKCHPOBAHO.

HaHHBII KIMHUYIECKUIA CIIydail me-
MOHCTpPHUPYeT HeoOXOAMMOCTb (ap-
MAaKO/IOTMYeCKOTO BMEIIATeTbCTBA PN
BBICOKOJI aKTMBHOCTH IEpMaTOMMO3M-
Ta BO BpeMs OepemeHHocTn. Criefyet
YINUTBIBATD, YTO Y OepeMeHHBIX Teue-
Hyie 3a00/IEBAHN U €70 IeYeHIe MOTY T
CONIPOBOXAATHCS BBICOKMM PUCKOM
PasBUTHA aKYLIEPCKUX OCTOKHEHUIA.
ITo cnoBam axkcnepra, VIBM (muosu-
TBI) — I'PYyIIA PefKNX ayTOMMMYH-
HBIX Te€TePOTeHHBIX 3a601eBaHMIL.
K HMM OTHOCATCA mepMaTOMMO3UT,
MONMMMO3NUT, UMMYHO3aBUCUMAs
HEKPOTU3MPYIOIasd MUONATHSA, aH-
TUCHHTETA3HBIN CUHJPOM, MUO3UT,
aCCOLMMPOBAHHBIN C CMCTEMHBIMU
peBMaTHYeCKUMY 3ab60IeBaHNAMMA,
CHOpafMyYecKuii MUO3UT C BK/IIOYe-

' Managing myositis: a practical guide / by ed. R. Aggarwal, C.V. Oddis, 2020.
* Nagy-Vincze M., Szinay D., Szab6 K., et al. High fetal risk in pregnancies of myositis patients — a Hungarian cohort study // https://www.
frontiersin.org/journals/lupus/articles/10.3389/flupu.2024.1449390/full.
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HusMu. TsKenoe TedeHMe U Tepanms
CUCTEMHBIX BOCIIA/TUTE/TbHBIX 3a6071e-
BaHMIT OKa3bIBAIOT BBIPAKEHHOE BN~
AHME Ha QepTUIbHOCTD KEHIIIHBI,
TedeHMe 6epeMEHHOCTH U ee VICXO[.
Ony6nmukoBaHbl laHHbIe 0030pa
JUTEepPATyphl B OTHOIIEHNY CXOTOB
6epeMeHHOCTH Y anyeHToK ¢ VIBM.
brino npoananusuposaHo 125 cnyya-
eB GepeMeHHOCTH ¥ 91 manyeHTKN'".
Y 24% Bo BpeMst GepeMeHHOCTH fie-
6I0TIpPOBaTa BOCIIAIUTE/IbHAS MIO-
natust. O6ocTpenne B 6O/IBIUIMHCTBE
CITy4aeB HOCHUJIO HETAXKENbIN XapaK-
tep. [locneponoBoe o6ocTpeHue oT-
MeYeHo B 5,5% crry4aes. OHO He 6bL710
TSDKETIBIM U XOPOIIO KYNMPOBANIOCh.
Vicxoppl st MaTepy B LieJIOM ObIIN
Xopoumue. B mocnenyromem nepuo-
ne B 96% cny4aeB HUKaKUX OC/IOXK-
HEHUII y MaTepell He OTMEYEHO.
Mcxoppl nis miona CyIiecTBEHHO
pasnmuyanuce. Tonpko B 44% ciy-
yaeB POKJA/CA 3MOPOBBIN pebe-
HOK. BHyTpuyTpo6Has 3afmepxka
pasBuTus 3adukcupoBaHa B 17,6%
ClIy4aeB, BBIKM/BIII — B 15,2%, Heo-
HaTa/lbHasA I'Mbenb U MEPTBOPOXKe-
Hye - B 1,6%, BHYTpUyTpOOHas ru-
6enb — B 5,6% ciydaes.

B mpyrom nccnefoBanum 65110 mpoa-
HanM3MupoBaHo 60 cryvaeB GepemeH-
HOCTH Yy naumeHToK ¢ VIBM?. Puck
PasBUTUA OCIOXHEHUI O/ XK€H-
I[MHBL OBIT HIDKE, YeM M/ IUIOfA.
ITporHos yxyamanym MHTEPCTULN-
aJbHOe 3a00jIeBaHMe TeTKVX U 1e0I0T
MHUO3UTa Ha QpoHe OepeMeHHOCTH.
ABTOpBI pabOTBI OTMETUIU BHICOKYIO
YacTOTY BCTPE4aeMOCTHU apTepuab-
HOJI TUIIEPTEH3NN Y OepeMeHHBIX,
CKOopee BCero m3-3a tepanuu VIBM.
Kpome Toro, Habmogancss BEICOKUI
pUCK deTanbHbIX NOTepb. PaHHAA N
MO3/H:AS IOTepPs IUIofa MMe/a MECTO
B 41,7% cny4yaeB, MEPTBOPOXKJEHNE —
B 18,3%. IlokasaHo, 9TO IOMUMO
aKTMBHOCTY 3a00J/IeBaHNs Ha UCXOJ,
6epeMeHHOCT BIMAIOT MHOTOIIIOf -
Hast 6epeMeHHOCTb ¥ 0COOEHHOCTH
3a00/meBaHNA, B TOM 4MCIIe HaIIM4Me
AHTUHYK/E€apHBIX AaHTUTE — aHTU-
Jo-1 u antu-Ro.
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TakTyKa IaHNpOBaHMsA GepeMeHHO-
CTM Y HALMEHTOK C MIO3UTOM BK/II0Ya-
eT 06CyK/IeHIe PICKOB GepeMeHHOCTI
KaK /1A IO, TaK M J/I MaTepy BO
BpeM: aKTMBHOI 6071e3HM U Ha poHe
tepanuu. CregyeTr TakXe paccma-
TPMBATh BapMaHThI KOHTpPAL[ENI[UU
IIpY BBICOKON aKTMBHOCTY VIBM mmn
IpueMe OIpee/eHHbIX MpernapaToB
(nukmopochamupa). Ilogroroska
K 3a4aTHUIO IPedyCMaTpUBaeT JOCTHU-
JKeHIe peMuccuy 3a60IeBaHMst KaK
MIHJMYM 3a TPY MeCsIIa O 9TOTO
coObITHA. 32 TPU — LIECTb MeCAILeB
JIO 3a4aTysi OTMEHIIOT MEeTOTPEKCar,
mmKnodpochamus, MukopeHonara Mo-
¢eTn, 6roorNYecKye Mpernaparsl.
/151 IpOBefeHNsT TepATIUY TIPELIIOYTH-
tenbHbl [ KC B HU3KMX H03aX, TUAPOK-
CUXJIOPOXIH, BO3MOXKHO IIPYMEHEeHIe
a3aTUOINPIUHA, BHYTPUBEHHOTO IMMY-
HOITIOOy/IMHA. 32 OfVH — TPU MecALa
JI0 3a4aTA peKOMEeHIOBaHbI Tabopa-
TOPHbIE aHAJIU3bl: HA AaHTUKAPAMO-
JIMIVHOBbIE AHTHUTeNA, BOTYaHOYHBII
AHTUKOATYNAHT, Ro- u La-anTurena.
Heob6xoa1umo TakxKe OL|eHUTD HOpa-
JKeHMe JIETKUX U Cepyla.

Bo Bpems 6epeMeHHOCTM U HOCTIE
POROB >KEHIIMHBI JO/DKHBI HAO/II0-
[aTbCsl He TONBKO B 9KCIEPTHBIX
LIEHTPAX II0 JIeYEHNIO Ay TOMMMYHHBIX
3abojeBaHuit, HO M y aKyIIepOB-TU-
HEKOJIOTOB, IMEIOIIVX OIIbIT BefIeHIS
HAIMEHTOK C TSDHKEMTON KOMOPOMEHOIM
naronoryveit. Ha Bcem mpotspkenu Ge-
PEMEHHOCTY HeO6XO/YIMO OCYII[eCTB-
JIATh KOHTPOJIb BHYTPUYTPOOHOTO
cocrosiHus moga. IIpu ob6octpernn
MMO3ITA CIefyeT He3aMeTUTeTbHO
HasHavaTb nedeHne ['KC, BHyTpuBeH-
HBIMY UMMYHOIoOymHaMu. Crefyer
TaKKe 06eCreYnTh KOHTPONIb Pa3BU-
TiA M0604HBIX 3¢ ¢dexToB Ha PoHe
npumenenus ['KCy marepu u mnopa.
ITpu Ts1K€/IOM aKTUBHOM 3abo0seBa-
HMM PacCMaTPUBAETCA BO3MOKHOCTD
HPOBeJIeHNs KecapeBa CedeHs, YTOObI
U30eXaTb MCTOLECHNS MaTepH, PasB-
THs pabTOMMOIN3a, MUOTTIOOMHYPIIL.
Oco60e BHUMaHUE YHENACTCA KOHT-
POITI0 MMO3WTA, BIIEpBbIe BOSHMKIIETO
BO BpeMs 6epeMeHHOCTHL.

Kak ormetruna A.H. XenkoBckas-
Cepreesa, Hepropuposaunsie ['KC -
IPefHN30/I0H V1 METV/IIPENHU30/IOH —
paspelIeHbl K NPUMEHEHUIO IIpu

6epemennocTy. YKematenpHo, 4TOObI
[03a NMpPeNHM30MI0HA MM METWI-
[IPeHM30/IOHA COCTABIIsIIA He bormee
15 mr/cyT. Ilpu TsaXemnoit cTeneHn
VIBM nosa MO>XeT OBITH yBenMdeHa.
TUpOKCUXTOPOXITH TaKXKe OTHOCKT-
cst K 6e30IIacHBIM IIperaparam IIpu
6epemennocTi. OH IPOHMKAET Yepes3
IUTALIeHTY, HO He OKa3bIBaeT Heb/aro-
npuATHBIX 3¢ dekToB Ha wiox. K ot-
HOCHTENbHO 6e30MacHbIM BO BpeMs
6epeMEeHHOCTI U B TIEPUOJ, TAKTAL[UN
OTHOCSITCSI TAKPOIMMYC U I{VK/IOCIIO-
PVH — MHTMOUTOPDI Ka/IbI[THEBPIHA.
BHyTpuBeHHDII NMMYHOITIO6YINH
OTHOCHUTCS K paspelleHHbIM IIperna-
param Bo BpeMms 6epemennoctn. OH
VICIIO/IB3YETCS TPV 060CTPEHNI NN
Ie6I0Te BOCIAMTUTETbHON MUOIATIN
Ha QpoHe 6epemeHHOCTI™.

B cooTBeTCTBUM C peKOMEHAALNAMMY
BpuraHckoro obiecTBa peBMaTo/O-
rOB, BO BpeMs 6epeMeHHOCTN IIpu
TSDKETION MYOTIATUM MOYKHO MCIIONb-
30BaTh PUTYKCUMaO, YTOOBI CHUSUTD
PMCK IJIs1 MaTepu MpU SKU3HEYTPO-
JKAIOLIEN CUTYaLUN. MHru6utopsl
SHYC-KMHa3 OTMEHAIOT 3a [IBe Heflenn
u 607ee 10 peiIIonaraeMoit 6epeMeH-
HOCTIL.

Jlanee [OKTAgYMK MPEACTABNUIA pe-
3y/nbTaThl HabmOme s 3a 13 manu-
entkamu ¢ VIBM. Cpenu Hux 6p11n
HallMeHTKN C JePMaTOMMO3UTOM,
[OTMMUO3UTOM, overlap-MuosnuTom,
aMMOIIATNYeCKUM [[€PMATOMIO3M-
TOM, aHTMCUHTETA3HBIM CHUHAPO-
MoM. Bcero 6b1710 16 6epeMeHHOCTeIL.
Jeb10T Muo3uTa Bo BpeMsi bepeMeH-
HOCTH CITYYM/ICS Y IATY TAIEHTOK.
AKTMBHOCTb MMO3MTa Hab/IOmanach
Y BCex IaIeHTOK ¢ fie60ToM 3a60-
NeBaHNsA BO BpeMsA GepeMeHHOCTH.
Y HEKOTOPBIX >KEHIIVH BbISABIEHBI
HeMblllledHble mposBaeHusa. OpHa
MAIJEHTKA C AMIOTIATIIECKIM JiepMa-
TOMMO3WMTOM U MHTEPCTULIMATbHBIM
3aboreBaHMeM JIETKUX 3abepeMeHena
CITyCTs ITONITOA2 OT HayasIa 60/Ie3HN.
Ie6or VIBM xapakTepusoBajcs
TSDKEIBIM T€YeHUEM U Pa3BUTHIEM
CIIOHTAaHHOTO ITHEBMOME[IUACTUHY-
Ma. OfHaKo MalMeHTKa COXpaHuIa
O6epeMeHHOCTb, pofgnaa pebeHka.
[TonryyaeT MUHUMAIbHYIO HOAAEP-
xuBanoyio go3y I'KC, o6octpennit
3abo/ieBaHMA He OTMEYEHO.

Cpeny IMMYHOJIOTMYeCKMX Hapylie-
HIIT, 00HAPY)KEHHBIX Y OO/IbIIVMHCTBA
MManyenToK, 6o AH®, anTurena
K Mi-2, Ku, SRP, Pm/Scl, Ro u La, k -
KINYeCKOMY UM TPY/IMHIPOBAHHOMY
HeNTUxY.

Bce manuentku nonyvanu I'KC B pas-
HBIX 032X, TP M3 HUX — B COYETaHUU
C BHYTPMBEHHBIM MMMYHOTTIO6Y/IN-
HOM B HeOOJIbIINX J1032X.

Vcxonpl y sxeH1uH ¢ gebrorom VIBM
BO BpeMsi HepeMeHHOCTH PasIndaInCh.
Tak, B CBA3M C BBICOKOJI TAXKECTBIO Jie-
610Ta MIO3UTA, HapYIIEHVEM IJIOTaHNA
OIHOI! 13 ITAIMEHTOK IIPOBEJEHO IIpe-
pbiBaHMe GepeMeHHOCTH Ha 20-i1 He-
mere. Y OBYX HAal[IeHTOK IIPOM3OLIeT
BuIKMAbII. JKeHIMHa, cTpajaomas
HOMIMMO3UTOM, POIMIIA, HO BBICOKAs
aKTMBHOCTDb 3a60/IeBaHMA COXpPaHsI-
JIach B Te4eHNe rofa MOCIe POLOB.
Y manMeHTKN C IepMaTOMMO3UTOM
6epeMeHHOCTb IPOJO/KAeTCsA, HO CO-
HPOBOXKIAETCs apTepUabHOI TUIep-
TeHsueil. ClefyeT OTMETUTb, YTO JaXKe
y HaLlMeHTOK, He MMEBILIVX BBICOKOII
CTeIeHN aKTUBHOCTY 3200/IeBaHNs BO
BpeMs OepeMeHHOCTH, Hab/ofanach
HOBBIIIEHHAS YaCTOTa TeCTO30B, Pas-
BUTHUSA HPEIKIAMIICUM U apTepUab-
HOJI TrunepreHsun. B reueHnme roga
HOC/Ie POZIOB Y OOIBIIMHCTBA OO/IBHBIX
¢duKcMpoBanach HU3KasA aKTMBHOCTD
3abomeBaHysL.

TlogBomsa mrtor, A.H. XenkoBckas-
CepreeBa OTMETIIA, YTO VICXOABI bepe-
MEHHOCTH J/L1 MaTepy C BOCIIAINTeNb-
HBIMJ MMOTIATUAMI B IIETIOM XOPOILIVe,
He3aBJCHMO OT CTeIleH! aKTUBHOCTH
6ornesHu. JIydIiie MCXOIBI OTMEYAIOTCS
y HaIyeHToK 6e3 M1o3uTa BO BpeMs
6epemeHHOCTH. Vcxonbl GepeMeHHO-
CTY 71 I/IO}A XOPOIIINe IPU PeMUCCHI
3abonesanns. [Tpy akTMBHOM MMO3UTE
HaOJTI0ffae TCs1 BBICOKAs YaCTOTA CIIOH-
TaHHBIX a0OPTOB, [O3AHEN [IOTEpPH
IUIOfia, BHYTPUYTPOOHOI 3a/iep>KKI
PasBUTUA U HEOHATAIbHOI TUOeII.
PasButre MuosnTa Ha poHe HGepeMeH-
HOCTH YXYJIIaeT IIPOTHO3 /LA IJIOfA.
IMocnepomoBoe o6ocTpeHme 3a60IeBa-
HMsA OTMeYaeTcs HeJacTo U B OCHOB-
HOM VIMeeT O/IarONpyATHOE TedeHMe.
Il Tepanuy MMO3KMTA OT MOMEHTA
3a4aTyiA 10 POTOB IPENMYIIeCTBEHHO
ncnonb3yior ['KC 1 BHyTpuBeHHbIN
MMMYHOTTTOOYIIVH.

JddekTuBHaA hapmarotepanua. 28/2025



