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AHHoTauua. CuctemHas cknepogepMus npeacraBnsaeT cobon XpoHMYEeCcKoe ayTOMMMYHHOe 3aboneBaHue coeam-
HUTEMbHOW TKaHW, XapaKTepU3YHLLEECs reHepannu3oBaHHOW MUKpOaHrMonaTuen, MIMMYHOBOCMANUTENbHLIMU HapyLle-
HUAMW 1 Mporpeccupyowmm hrbpo3oM KOXU U BHYTPEHHUX OpraHoB. VHTepcTMumManbHoe nopaxeHue NErkux sens-
€TCsl OOHUM M3 Hanboree 3HaYMMbIX BUCLIEparibHbIX NPOSIBNEHWI 3aboneBaHus, ONpenensiioLmX TSHKECTb KIMMHUYECKOro
TEYEHMS 1 MPOrHo3 naumeHToB. OCcobyro akTyanbHOCTb MPUOOPETAET U3yYyeHne U3MEHEHUI LIEHTPANbHOW reMOAMHAMUKN,
00yCNOBMEHHbIX KOMMIIEKCHbIM B3aMOAENCTBMEM NErOYHOro hmbposa, CoOCyancTon ANCHYHKLMN, PEMOAENMPOBAHNUS
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Marnoro Kpyra KpoBoobpalleHUs M HapyLlleHns YHKLMOHANBbHOIO COCTOSAHMS Muokapga. Llenb o63opa — 0606wntb
COBPEMEHHbIE HayyHble AaHHble O NaToMU3NONOTMYECKNX MEXaHM3Max, KIMHUYECKMX OCOBEHHOCTSX M AMarHocTnye-
CKOM 3Ha4YeHVM HapyLIeHW LeHTpanbHON reMOAMHAMMKN Y NauMeHTOB C CUCTEMHOWN CKNEPOAEPMUEN U MHTEPCTULU-
anbHbIM NOpaXxeHneM néerknx. B ctatbe paccmaTpuBaloTcs MexaHW3Mbl MOBbILLEHUSA NEFOYHOrO COCYANCTOro COMpPOTMB-
neHus, GOPMUPOBaHUSA NEFOYHON TMNEPTEH3NN, U3MEHEHNSA NPEAHArpy3Kku U NOCTHarpy3Ku NpPaBoro Xenyao4ka, a Takke
0COBEHHOCTM CUCTONMMYECKOW M AnacTtonmyeckon gucdyHkumm cepgua. Ocoboe BHMMaHWE yaensieTcs BO3MOXHOCTAM
TpaHCTOpakanbHOW axokapauorpadumn, SONMIEepPOBCKMX METOOOB MCCNEAOBaHUA W KaTeTepv3auun npasBblX OTAENOB
cepaua B KOMMIEKCHOWN OLIEHKEe CepAeyHO-NErOYHbIX reMOANHAMUYECKMX HapyLUeHUA. AHann3 CoBpeMEHHbIX nutepa-
TYPHBIX NCTOYHMKOB CBUAETENBbCTBYET O MHOrO(aKTOPHOM XapaKTepe reMOAMHAMUYECKNX UBMEHEHUI N HEOBXOAMMOCTH
AnddepeHUnpoBaHHOTO NOAX0Aa K BbISBIEHWIO NEFOYHON MMNEPTEH3MN 1 MUOKapAManbHOro nopaxeHus. 3akmoyeHune.
KomnnekcHas oueHKa LieHTpanbHOM reMOAMHAMUK/ MMEET BaXKHOE 3Ha4YeHune Ansi CBOEBPEMEHHOIO BbISIBEHNS cepaey-
HO-COCYANCTbIX OCNOXHEHWN, CTpaTudUKaLmMm pucka 1 oNnTUMM3aLmmn TakTUKN BeAEeHUs NauneHTOB C CUCTEMHOW CKIepo-
OepMUen N NHTepPCTUMLMAanNbHbIM MOPaXeHNneM NErkunx.

KntoueBble cnoBa: cucTeMHas CKNepoaepMmusi, MHTepCTMuManbHoe 3aboneBaHue NErkvx, LeHTpanbHas remo-
OVHaMuKa, NErovHasi runepTeHsus, MNpaBbii XKenygodek, NEroyHoe COCYAMCTOe COMpPOTUBIIEHME, 3dXxokapauorpadus,
cepaeYHO-NEroYHbIEe OCITOKHEHMS.

Annotatsiya. Tizimli sklerodermiya biriktiruvchi to‘gimaning surunkali autoimmun kasalligi  bo'lib,
generalizatsiyalashgan mikroangiopatiya, immun-yallig‘lanish jarayonlari hamda teri va ichki a’zolarda progressiv fibroz
rivojlanishi bilan tavsiflanadi. O‘pkaning interstitsial zararlanishi ushbu kasallikning eng muhim visseral ko'rinishlaridan
biri hisoblanib, kasallikning klinik kechishi og‘irligi va bemorlar prognozini belgilovchi asosiy omillardan biridir. O‘pka
fibrozi, gon tomirlar endotelial disfunksiyasi, kichik qon aylanish doirasidagi tomirlarning remodellanishi va miokard
funksional holatining buzilishi o‘rtasidagi murakkab patofiziologik bog'liglik markaziy gemodinamika o‘zgarishlarini
o‘rganishning dolzarbligini belgilaydi. Sharhning magsadi — tizimli sklerodermiya va o‘pkaning interstitsial zararlanishi
bo‘lgan bemorlarda markaziy gemodinamik buzilishlarning patofiziologik mexanizmlari, klinik xususiyatlari hamda
diagnostik ahamiyatiga oid zamonaviy ilmiy ma’lumotlarni umumlashtirish va tahlil qilishdan iborat. Magolada o‘pka
tomirlar qarshiligining ortishi, o‘pka gipertenziyasining shakllanishi, o‘ng qorinchaning oldingi va keyingi yuklamasi
o‘zgarishi, shuningdek, yurakning sistolik va diastolik disfunksiyasi rivojlanish mexanizmlari yoritilgan. Transtorakal
exokardiografiya, dopplerografik tekshiruvlar va yurakning o‘ng bo‘limlarini kateterizatsiya qilish usullarining yurak-
o‘pka gemodinamik buzilishlarini kompleks baholashdagi imkoniyatlariga alohida e’tibor qaratilgan. limiy adabiyotlar
tahlili gemodinamik o‘zgarishlarning ko‘p omilli xususiyatga ega ekanligini hamda o‘pka gipertenziyasi va miokard
zararlanishini aniglashda differensial yondashuv zarurligini ko‘rsatadi. Xulosa. Markaziy gemodinamikani kompleks
baholash yurak-qon tomir asoratlarini erta aniglash, xavfni stratifikatsiya qilish va tizimli sklerodermiya hamda o‘pkaning
interstitsial zararlanishi bo‘lgan bemorlarni olib borish taktikasini optimallashtirishda muhim ahamiyatga ega.

Kalit so‘zlar: tizimli sklerodermiya, o‘pkaning interstitsial kasalligi, markaziy gemodinamika, o‘pka gipertenziyasi, o‘ng
gorincha, o‘pka tomirlar garshiligi, exokardiografiya, yurak-o‘pka asoratlari.

Abstract. Systemic sclerosis is a chronic autoimmune connective tissue disease characterized by generalized
microangiopathy, immune-mediated inflammation, and progressive fibrosis of the skin and internal organs. Interstitial
lung disease represents one of the most clinically significant visceral manifestations of systemic sclerosis and is
an important determinant of disease severity and patient prognosis. Particular attention has been directed toward
changes in central hemodynamics resulting from the complex interactions among pulmonary fibrosis, endothelial
dysfunction, pulmonary vascular remodeling, and myocardial impairment. Objective: To summarize and critically
analyze current scientific evidence regarding the pathophysiological mechanisms, clinical characteristics, and
diagnostic significance of central hemodynamic abnormalities in patients with systemic sclerosis-associated
interstitial lung disease. This narrative review addresses the mechanisms underlying increased pulmonary vascular
resistance, the development of pulmonary hypertension, alterations in right ventricular preload and afterload, and
the characteristics of systolic and diastolic cardiac dysfunction. Particular emphasis is placed on the diagnostic value
of transthoracic echocardiography, Doppler-based techniques, and right heart catheterization in the comprehensive
assessment of cardiopulmonary hemodynamic abnormalities. Available evidence indicates that hemodynamic
alterations in systemic sclerosis-associated interstitial lung disease are multifactorial, highlighting the importance
of distinguishing pulmonary vascular involvement from myocardial dysfunction and other contributing mechanisms.
Conclusion: Comprehensive assessment of central hemodynamics is essential for the early identification of
cardiovascular complications, risk stratification, and optimization of clinical management strategies in patients with
systemic sclerosis-associated interstitial lung disease.

Keywords: systemic sclerosis, interstitial lung disease, central hemodynamics, pulmonary hypertension, right
ventricular function, pulmonary vascular resistance, echocardiography, cardiopulmonary complications.
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BBEAEHHWE

CucteMHasa cknepogepmmns — pegkoe CUCTeMHoe 3aboneBaHwe, naToreHeTnyeckoe s4po KOTOpOoro
obpasyeT Tpuaga COCyaUCTOrO MOBPEXAEHWsl, ayTOUMMYHHOW akTuBaumm u pubpo3oobpasoBaHus. XoTs
KNMHUYeckas Krnaccudpukaums TpaguuMOHHO OCHOBLIBAETCA Ha PacnpoCTPaHEHHOCTU KOXHOIMO NOpPaXKeHWus,
NPOrHO3 B 3HaYUTENbHO BonbLUel CTeneHu onpedenseTcs BUcLeparnbHbIMU OCITOKHEHUAMN, Npexae BCcero
WHTEpCTULUManbHbIM 3aboneBaHvemM NErkunx, NErovYHon COCYAMCTOW NaTonormen 1 NepBuYHbIM MOPaXeHnem
cepaua. KeHLWMHbI 60MnetoT CyLLEeCTBEHHO YaLlle MY>XYMH, OOHAKO MY>KCKOW NOJ B psge KOropT accoummMpoBaH ¢
©6onee HebnaronpuaTHBIM OpraHHbIM HEHOTUNOM 1 NPOrHO30M. COBpPEeMEHHbIV rnobanbHbIN CUCTEMATUYECKUI
0030p yKkasbiBaeT Ha BbIpaXXeHHYH BapuabernbHOCTb 3aboneBaeMocTn n pacnpoctpaHéHHocTu CC mexay
pernoHamu, a yactoty UIMJ1 oueHnBaeT npmubnuauntensHo B 35-55%, 4TO AenaeT NéroyHyto NaTtonornio OaHNM
13 LeHTpanbHbIX hakTopoB 6peMeHn 3abonesanus [1].

Ocoboe 3HadyeHue nmeeT 10, YTo UIMJ1 1 cocyaucToe nopaxeHue nérknx y donoHoro CC He aBnsoTCA
B3aUMOWCKMIOYAKLWNMN COCTOAHUAMU. OAMH M TOT Xe MauueHT MOXET UMETb NapeHXMMaTo3HbIn hrbpos,
obnuTepMpyoLLYI0 apTepuonatuio Marnoro kpyra, auvcdyHkumio MK 1 nepsBuyHoe cknepogepmmnyeckoe
nopaxeHve mmokapga. CrnegosatensHo, TpaauumoHHoe npotueonoctasnexne «UMJ unu NAM HegoctatodHO
ANS ONucaHus pearnbHOro KapauonynbMOHanbHOro eHotuna. Ha npaktuke ueHTpanbHas remoguHamuka
dhopMupyeTCcs Kak pesynstaT B3aumMogeCcTBUS TEro4HOro COCyaAMCTOro CONPOTUBIIEHNS, AaBNEHUS HanomnHeHnst
JIXK, 06bEMHOM Harpy3ku, cokpaTuTenbHoro pesepsa MK u BeipaxkeHHOCTU runokcemun [3]. MNoa ueHTpansHowm
reMoAMHaMMNKON B HacTosLweM 0630pe NOHNMMAETCH COBOKYNMHOCTb NapaMeTpOB, XapaKTepusyoLwmnx ABUKeHe
KpOBW Yepes kaMepbl cepaua 1 Manbiv Kpyr KpoBoobpalleHUs: JaBrneHne B NpaBoM Npeacepann, AaBneHue B
NéroyHow apTepuu, AaBrneHve 3aknuHMBaHua nérovyHon aptepum (PAWP), cepaeyHbii BbIOPOC 1 cepaeyHbIn
nHaekc, JICC, 06bEMHO-(PYHKLMOHaNbHbIE XapakTepUCTUKM 0BOUX XKenyaoykoB 1 conpsixeHune MK ¢ néroyHon
apTepuen. Takor Noaxo4 NPUHLMNNANbHO BaXKeH, MOCKOMbKY axoKapavorpaduyeckoe noBbllLEeHNe pacyéTHOro
CUCTONNYECKOro AaBreHnsi B NEro4YHON apTepum eLwé He onpegenset MexaHuam J1I n He no3sonseT HagéxHo
pasnuMunTb NPeKanuNNAPHYLo, NOCTKANUANSAPHYIO Y CMELLaHHY0 reMOANHAMUKY [2].

KnuHunyeckas 3HaummocTb MpobrnemMbl OnpefenseTcd BbICOKOW NeTanbHOCTb0  KOMOUHWPOBAHHOMO
deHoTMna. B OGonblion HemeLKon KoropTe CucTeMHon cknepogepmun dopmuposanne WM c JIF
COMpoBOXAanoch CyLEeCTBEHHO XyALUeN BbPKMBAEMOCTbIO: NATUNETHAS 06Llas BbPKMBAaEMOCTb COCTaBnsana
okono 79% no cpasHeHuto npumepHo ¢ 93% npu UTMJ1 6e3 JIIN n 6onee 96% y nauneHToB 6€3 NEro4YHoOro
NopakeHWsi; CKOPPEKTUPOBAHHLIN pUCK cmepTy npu covetanum UIMJT u JII Bbin B HECKOMbKO pa3 Bbille, YeMm
npy OTCYTCTBMU NErOYHbIX NPOsIBrieHWA. 3T HabnaeHns cornacytotcs ¢ 6ornee paHHUMU WMHBA3VMBHLIMU
ncenegoBaHUs MU, AEMOHCTPUPYIOLWMMY HEBNaronpuATHbIA NPOrHO3 Aaxe MNpu He 9KCTPeMarbHO BbICOKUX
3Ha4yeHuaX daeneHus B manom kpyre [7]. Llenb HacToswero ob63opa — cucremMaTnsvpoBaTb COBPEMEHHbIE
AaHHble 06 N3MeHeHUsX LeHTpansHon remoguHamukm npu CC, ocnoxHénHon UMMJT, npocneants B3aMMOCBS3b
NapeHXUMaTo3HOro W  COCYAUCTO-CEPOEYHOro  KOMMOHEHTOB 3aboneBaHusi, OLEHWUTb  BO3MOXHOCTU
HEeVHBa3NBHOW N MHBa3NBHOW AMarHOCTUKK, a Takke chOpMynmpoBaTb KIMHUYECKN NPUMEHUMbIA anropuTm
MOHWUTOPWHIa 1 TepaneBTUYEeCKon cTpaTudukaLmn,

METOA4O/IO0OT'MA UCCAELOBAHUA

OnNMAaeMMonormsa 1 KNMHUYECKNA KOHTEKCT. COBPEMEHHbIE ANUAEMMONOrMYECKNE AaHHbIE NOATBEPXKAAT
BblpaXKeHHY HeogHopogHocTe CC no reorpadun, Nony 1 3THUYECKON NpuHaanexHoctu. B onybnukoBaHHOM
B 2026 r. cuctematmdeckoM 003ope rnobanbHasi pacnpoCTpaHEHHOCTb Haxogunacb NpubnuanTensHO B
ananasoHe 0,9-37,9 Ha 100 000 HaceneHus, a 3abonesBaemoctb — 0,05-4,1 Ha 100 000 4yenoBeko-NeT.
YKeHWwunHbl npeobnaganu NpMMepPHO B OTHoLLEeHMM 4—6:1. [pu 3TOM NErkmne octatoTcs OAHUM 13 Hamboree 4acTo
nopakaembix BHyTpeHHux opraHoB: UTJ1 BeisiBnsieTcs npumepHo y 35-55% 6onbHbix, a JIAI — npubnmantensHo
y 6-12%, B 3aBMCMMOCTM OT KpUTEPUEB OTOOpa M AguarHoctudeckowm crpaterum [1]. PacnpocTpaHEHHOCTb
PEHTIEHONMOMMYECKUX W3MEHEHUA BbILIE PACMPOCTPAHEHHOCTM KAMHUYECKn BblpaxeHHoro WI1. 3to
00CTOATENBCTBO NEXNUT B OCHOBE HOBLIX pekomeHaauun ERS/EULAR: KTBP npegnaraetcst BbINONHATL A1
ckpuHuHra UINJ1 Bcem naumeHTam c yctaHoBneHHon CC, a He ToNbKo GOMbHBIM C CUMATOMaMM UITN CHUKEHUEM
FVC/DLCO. ®yHKuuoHarnbHble TeCTbl HEe OOMKHbI pacCMaTpyMBaTbCs Kak MOIMHOLIEHHAs 3aMeHa WCXOAHON
KTBP, nockonbKy HOpMarnbHas UM yMepeHHO CHmxeHHast FVC He McKmovaeT paHHero napeHxXmmaTo3HOro
nopaxeHus [5].

Hanbonee w4actelM Mopdonorndyeckmm natrepHom SSc-ILD  gBnsieTcs  Hecneuudpudeckasi
WHTepCcTUUManbHas MHEBMOHUSA; OObl4HAsA MHTepcTMUuManbHas MHEBMOHMS  BCTPEYaeTCsl  pexe.
[MporHocTMyeckn BaKeH He TOMbKO TUM MaTTepHa, HO M PacnpoOCTPaHEHHOCTb (PUOPO3HBIX U3MEHEHUN.
Knaccuuyeckas pabota Goh u coaBT. nokasana, 4to nopaxeHue >20% néro4Hon napeHxumbl Ha KTBP
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NO3BOJISIET BbIAENUTL PYMMy BbICOKOrO pUCKa; eCNM 00bEM NopaKeHns HaxoanTcs B «cepoi 3oHe» 10-30%,
OOnonHUTENbHbLIM pasgensowmm kputepuem cnyxut FVC okono 70% oT gormkHoro. 3ta npocTtas cuctema
COXpaHsEeT NPaKTUYECKYH0 LEHHOCTb AN MHTerpansHom oueHku TsxkecTn SSc-1LD [9]. MNaTodusmonornyeckas
cBaAsb UIMJT n ueHTpanbHOM remoaMHamukn. B nérkmx ¢mbpo3 M3MeHseT apxXuTeKTypy anbBeosIipHO-
KanunnspHom memopaHbl, CHMxaeT oM dy3noHHY CNOCOBHOCTL M MOCTENEHHO YMEHbLUAET 3pPEKTUBHYIO
nnowajb cocyaucToro pycna. Mmnokcemus Bbi3blBaeT MMNOKCMYECKYI0 BA3OKOHCTPUKLIMIO; SHAOTENManbHas
OVCYHKUUA U COCYANCTOE pemMoaenpoBaHMe AOMNOMHUTENbHO NOBbLILLAKT CONPOTUBNEHNE MaroMy Kpyry.
Mpn CC 3TOT npouecc HaknagblBaeTCs Ha CUCTEMHYIO MUKpOaHrmonatuio: gucbanaHc aHOOTEnMarnbHbIX
Ba30aKTUBHbIX MeaNaTopOoB, NOBpeXAeHNe SHA0TENNd, MHTUManbHas nponudepaums u pemoaenmpoBaHmne
MESKMX JNErOYHbIX apTepuin MOryT NMPUCYTCTBOBATb HE3aBUCMMO OT Bblpa)XXeHHOCTU unbposa. VIMeHHo
noatomy ctenexb JII He Bcerga nponopuuoHanbHa o6bémy WM [10]. Poct JICC cHavana Bbi3biBaeT
ajanTusHoe yBenuyeHue cokpatumocTu XK. MNoka cokpaTtuTenbHbIN pe3epB COOTBETCTBYET NOCTHArpys3ke,
cepAeyHbll MHAEKC MOXET COXPaHATbCS Jaxe Npu NoBbILLEHHOM CpeiHeM AaBreHnn B NErOYHOM apTepun.
Mpn nporpeccupoBaHun 3aboneBaHus BO3HWMKAET pas3obuieHne MK n nérodHon aptepuun: yBenuyeHue
KOHEYHOr0 CUCTOMMYECKOro HanpsbkeHus CcTeHku, aumnatauus DK u  TpukycnnganeHoro konbLla,
PYHKLMOHaNbHaa TpukycnuaansHass He4OCTaTOMHOCTb M MOBbILLEHME AaBreHUs B nNpaBoM npeacepauu.
CmelleHe MexKenyooykoBOW MNeperopofku BrEeBO U MNepukapavanbHOe orpaHuyeHue yMeHbLualoT
anactonuyeckoe HanornHeHue JIK, NO3TOMY CUCTEMHLIN CepAeYHbI BbIBpOC cnocobeH CHMXaTbCs Aaxe
npu coxpaHéHHon cpakumm Beibpoca JIK. OTtHoweHne TAPSE/PASP paccmaTpuBaeTcs kak SOCTYMHBIN
axokapauorpadudeckmuin cypporaTt conpsbkeHus [MK—néroyHas aptepuss U MMeeT NpPOrHocTu4eckoe
3HayeHue npu SSc-PAH [11].

[MaToreHeTnyeckas mofenb 3HAYMTENbHO YCMOXHAETCA MNepBUYHbLIM nopaxeHuem cepgua npu CC.
MukpoBackynspHasa uwemusi, BocnanuTernbHble U3MEHeHUs U OUAQY3HBIN MHTepPCTULManbHBIN drubpos
MMoOKapAa MOryT NpefLecTBOBaTL OYEBMAHOMY CHUXKEHMIO bpakuum Bbibpoca. B pesynsrate hopmumpytoTes
HapyLleHus penakcauum n komnnaeHca JK, noBbilleHne AaBneHUs HanonHeHus, npeacepaHbie aputMum
N MHOrga cepeyHasl He4OCTaTOYHOCTb C COXpaHEHHOW dbpakumnen Bolbpoca. CoBpemeHHas MPT cepgua
¢ T1/T2-kapTupoBaHWeM, onpeaeneHmemM BHEKIETOYHOro ob6béma M NO3AHMM ragofIMHUEBBLIM YCUITEHUEM
crnocobHa BbISBNATbL CYOKNMHMYECKOE MOpaXkeHWe, He pacrno3HaBaeMoe CTaHOAapPTHOW axokapauorpaduen
[3]. BnuaHue WIJT Ha npaBoe cepgue. [NpaBbiii xenyaoyek ABASETCS LeHTpanbHbIM OEeTePMUHAHTOM
KNMHU4Yeckon pekomneHcaumn. Ha paHHux crtagusax nokasatenu TAPSE wnu dpakumm umameHeHus
nnowaan MX MoryT octaBaTbCs yCNOBHO HOpMasibHbIMW, HECMOTPS! Ha NOBLILLEHHYO MOCTHArpy3ky; 6onee
YyBCTBUTESbHbLIE NAapaMeTpbl — NpoforibHast AedopmManmsa cBobogHom cTeHku MX 1 conpsikeHne npaeoro
Xenygoyka c nérodyHon aptepuen (RV-PA coupling)— cnoco6Hbl 06HapyxuBaTb ANCchyHKUMIO paHblie. B
npocnektusHon cepun SSc-PAH oTtHoweHune TAPSE/PASP HesaBucMMO nporHo3upoBano cMepTb umm
KNUHMYeckoe yxyaleHune, a 3HaveHme <0,194 mm/MM pT. CT. acCOLMMPOBAnock C HeOnaronpuaTHLIM UCXOO0M.
TouyHble MOpOrK, O4HaKo, He criefyeT MeXaHU4eckn NepeHoCUTb Mexay annapatamu 1 nonynaunamun 6es
ctaHgapTmsauum [13].

Mpu SSc-PH-ILD BbipaxeHHOCTb MNpaBOXenya4o4koBOM HELOCTAaTOMHOCTM He Bcerga onpegensietcs
mMakcumaneHo Beicokum JICC. B koropte Chauvelot n coaet. ncxogHoe JICC 6bino Huxke y SSc-PH-ILD, yem
y SSc-PAH — 5,7 npotue 8,7 en. Byna, — Ho DLCO 6bina 3HauntensHo xyxe, meguaHa 25% npotme 40%
nomkHoro. Ha doHe JIAl-cneundmyeckon Tepanum reMoaMHaMuyeckne nokasatenu MOrnu yryyuartbcs B
obenx rpynnax, ogHako yrnydiueHue dyHKUMoHanbHoro knacca BO3 Habnioganock pexe npu SSc-PH-ILD
— 13,6% npotunB 33,3%; TPEXINETHAS CMEPTHOCTb Oblna NoYTM BABOE Bbille. OTO NOATBEPXKAAEeT, UTO Npu
BblpaxxeHHOM WTJ1 KoppeKkLms cocyamcToro COnpoOTUBIIEHUS HE YCTPaHsSeT NapeHXMMaTO3HOe orpaHnyeHune
rasoobmMeHa [4]. BnusiHme Ha neBoe cepale. JIeBoxenyaoykoBas cucTonuyeckas AUCHYHKLMSA He ABMSeTCs
obsi3aTenbHbIM YCIOBMEM CYLLECTBEHHOIO HApYLUEHMWS LIeHTpanbHOW reMoguHaMmukn. OuddpysHbeii mbpos
MuoKapaa U MUKPOLMPKYNATOPHas ANCHYHKLMA MOTYT NOBbILWATL XECTKOCTb JIXK 1 faBneHne HanonHeHus npm
COXpaHEHHOW (pakumm Bbibpoca. JononHUTensHO neperpy3ka AaBrneHnem npasbiX OTAEMNOB Yepe3 MeXaHW3M
MEXOKENyo04KOBOro B3auMoAeNCcTBUsl orpaHmymBaeT HanonHeHne JIK. NoaToMy cHukeHne yaapHoro obbéma
npu CC-UMJT moxeT ObITb pe3ynsTaToM kak NMeEPBUYHON NTEBOXENYAOYKOBOW NATONOrMun, Tak U BblpaXKeHHON
npaBoOXenyao4koBoy neperpy3ku. MarHUTHo-pe3oHaHcHas Tomorpacdus cepgua (CMR) ocobeHHO LieHHa npu
HECOOTBETCTBUM KITMHNYECKOW KapTUHbI U pe3ynbraToB obbivHon TT3 [3].

AHAJIU3 U PE3YJIDbTATDI

MeToabl OLEeHKM remoguHaMumnkin. [lnarHoctnyeckasa 3agada CoCTOUT He TOSNbKO B BbISIBIIEHNN NOBbLILLEHHOIO
OaBlieHnda, HO U B YCTAHOBITEHUN MeXaHn3Ma U KIMMHUYeCKOoro 3Ha4eHus O6Hapy>KeHHbIX N3MEHEHNIA.
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Ta6suna 1.
CpaBHUTeJIbHAs XapaKTepHUCTUKA MEeTO/I0B JIMarHOCTHUKH U OLJeHKHU
cepZledHO-coCyAuCThIX HapyeHun npu CC-UILIT

OcHoBHbIe npeumyLiecTBa npu | OrpaHU4YeHUs 1 MecTo B
MeTtop YTto oueHuBaert
cc-unn anroputme
[ocTtynHa, 6e3onacHa, npurogHa PASP pacuéTHoe; aasucut
TRV/PASP, pasmepsbl MIM/MMK, ﬂnyﬂ ce’ WIHOMO CK ’I/IHslHra' OT KayecTBa curHana
TAPSE, FAC, S', byHkums P P ’ TPUKyCNUAanbsHown
TT3 NO3BONSET OLEHMBATb
knanaHoB, nepukapg, JIK, peryprutaumm; He 3aMeHsieT
BepPOATHOCTb J1I 1 pyHKLMIO
[macTonuyeckue rokasaTenu KaTeTepusaumio npm
060KX XenygoyKkoB
peweHunn o tune JI.
S', nedopmaums MK/IDK, 3aBucMMOCTb OT KayecTBa
TkaHeBasi . [MoBbIWaeT YyBCTBUTENBHOCTb
RV free-wall strain; kocBeHHO N z n3006paxkeHnss 1 MeToauKuY;
ponnneporpadusi . K paHHewn CyOKnMHUYEeCKon
u speckle-tracking RV-PA coupling, Hanpumep avcebyHKLN MexannapaTHas
TAPSE/PASP BapnabenbHOCTb.
KnanaHbl, npeacepams, Bbicokoe npocTpaHcTBEHHOE He aBnseTcs ctaHOAapTHLIM
Ur3xoKr LUYHTbI, CTPYKTYPbI, MII0X0 paspelueHne Ans cneymanbHbIX | METOAOM CKpuHUHra J1T unu
BM3yanuaupyemsbie npu TT3 AnarHocTnyeckunx 3agav SSc-ILD; nonynHBasmBHa
OCHOBHOW MeToa ANarHOCTUKM
Tun n 06BEM UMM, dnbpos, n ctagupoBaHuns SSc-ILD; He namepsiet
KTBP nérivix «MaTOBOE CTEKIOY, NO3BOJIIET COOTHECTY BHYTpUCEpOEYHbIe
TPaKUMOHHbIE BPOHXO3KTa3bl; COCYONCTbIN heHoTMN OaBIMEHUS U cepaeYHbIn
KOCBEHHO pa3mepbl JTIA/IMK C BbIPaXX€HHOCTbO BbIOPOC; NnyyeBas Harpy3ka.
napeHxMMaTo3HOro npoecca
PedepeHCHbIN HeENHBA3UBHbIN CtommocTb,
O6bémbl 1 ®B MXK/JTK, macca | meTon KONMYEeCTBEHHOW OLEHKU NPOAOIMKUTENBHOCTb,
MPT cepgua Muokapaa, notoku; LGE, T1/ 06bEmoB MXK; BbisiBNsieT ombpo3 | OOCTYNHOCTb; AaBIEHNE U
T2, ECV 1 BOCNanuTenbHoOe nopaxeHne JICC HenocpeacTBEHHO He
Muokapaa namepsieT.
VIHBa3MBHOCTbL; TpebyeT
RAP, mPAP, PAWP, CO/ OTanoH Ansa NoATBepXAeHUs peby
KateTepusauus ) CTaHOapTU3MPOBaAHHOIO
Cl, Sv0,, JICC; npu 1 pbeHoTUNMpPOBaHNS
npaBbIX OTAENOB ; BbIMOMHEHUS 1
HeobXxoanMOCTN Harpy3oyHble/ JIr'; pasnuyaet npe- n
cepaua N MHTEpnpeTauun B
NPOBOKALMOHHbIE AaHHblE NOCTKaNUMNMSPHbIA KOMMOHEHTbI
KITMHNYECKOM KOHTEKCTE.

MpumeyaHue. AGGpeBmatypa «TOO» HeogHO3HayHa. B KOHTEKCTE OUEHKM (YHKLMU MUoKapaa
Hanbonee cogepxaTernbHbl TKAHEBas AONMNIEPOBCKas axokapavorpadusa n 4edopMaunoHHbIA aHanms; ecnu
nog «TOO» nogpasymeBaeTcs TpaHcazodareanbHasi/dpecnuiLeBogHas axokapguorpadusi, NocrnegHss He
OTHOCMUTCS K PYTUHHBIM MeToAaM ckpuHuHra J1I, Ho none3Ha Npu OTAENbHbIX KnanaHHbIX, BHYTPUNPeacepaHbIX
N CTPYKTYpHbIX 3agadax. [lpakTuyeckn axokapguorpadusi LOSPKHA OLUEHMBATb HEe TOMbKO pacyéTHoe
OaBreHne B NEro4yHon aptepun. Heobxogmmo cuctemaTtudeckn cukcnposatb pasmepbl IMI/MK, TAPSE,
FAC, S', cTeneHb TpuKkycnuaanbHOW peryprutaunm, opMy MEXOKeNnyao4YKOBOW MNEepPeropofKn, HDKHIOH
nomnyk BeHy, MepukapguanbHbii BbINoT, napameTpbl JDK n guactonuyeckoro HanornHeHus. JobGaenexve
aedopmaums muokapga MX (RV strain) n otHoweHnss TAPSE/PASP no3BonsieT nydlle XxapakTepu3oBaTb
He abcomnoTHY MocTHarpysky, a cnocobHoctb MX agantuposatbes k Hen [11]. KTBP npu atom oTBevaeT
Ha WHOW, HO MPUHUMUMMANBHO CBSA3aHHBLIN BOMPOC: HACKOMbKO Bblpa)KeHa NMapeHXMMaTo3Hasi CoCTaBnstoLLas
KapauonynbMoHanbHoro cuHgpoma. PacwwmpeHve nérovHon aptepum unm XK Ha KT MoxeT noBbilwath
nogospeHune Ha JII, ogHako He ABNsAeTCHA e€ reMogMHaMUYEeCKM NoaTBepXKAeHeM. BaXHbIM MHTErpaTMBHbIM
Mapkepom octaétca DLCO: eé HenponopumMoHanbHO BbipaXXEHHOE CHXKEHWE NMPU OTHOCUTENBLHO COXPaHEHHON
FVC pomkHo ycunuaTtb NOAO3PEHUE Ha NTETOYHYO COCYAMCTYIO NaTtonoruto, Xxotst Huskas DLCO HecneunduyHa
1 MOXeT bbITb criegcTenem camoro UIMJ [15].

MPT cepaua 3aHMMaeT NPOMEXYTOYHOE MONOXeHUe Mexay yHKLMOHAanNbHOW axokapauorpaduen n
WHBa3nBHOM remoanHammkon. OHa 0cobeHHO LieHHa A8 TOYHOTo onpeaeneHns o6bLEMOB 1 hpakummn Beibpoca
MK, a Takke Npu NOAO3PEHMM Ha NEPBUYHOE NopaXxeHne Mnokapaa. B 063ope 2026 . nog4épknBaeTcs posb
CMR B BbISIBNIEHUN CYOKMMHMYECKOTO CKITEPOAEPMUYECKOTO NOPaXeHUs cepaua v MPOrHOCTUYECKM 3HAYUMbIX
deHoTUNOB MUokapauansHoro guodposa [14]. KateTeprsaums npaBbix OTAENOB cepaua Heobxoauma, koraa
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HeuHBa3VBHble AaHHble YKa3blBalOT Ha CYLLUECTBEHHYIO BepoATHOCTb JII nnu knuHnyeckas cumnromaTtuka
ocTaétca HeobbscHumown. OHa no3BonsieT HenocpeAcTBeHHO BbliumcnuTb JICC: JICC = (mPAP - PAWP) /
cepaeydHbin Bblbpoc. MImeHHo coveTaHne mPAP, PAWP u JICC, a He nsonupoBaHHOe JaBneHue B NEro4Homn
apTepuu, onpegenseT remoguHamudeckmin doeHotun. Y 6onbHbix CC ¢ daktopamu pucka JIAI ESC/ERS
peKoOMEeHAYIT perynspHbln CKpUHUHE; anroputv DETECT BanuanpoBaH Ansi nauueHToB C ANUTENbHOCTbIO
CC >3 nert, FVC 240% n DLCO <60% [OormKkHOro 1 npegHasHavyeH Ans CHWXKEHUS yucna nponyLleHHbIX
cnyyaes JIAl ¢ nocnegyowWnm HanpasneHMeM Ha axokapaunorpadguio u katetepusaumio [16]. KnuHudeckas
cMMNTOMaTUKa U NPOrHOCTUYECKas LLEHHOCTb.

MmaBHas guarHocTuyeckas npobrnema 3aknovaeTcsa B HM3KOW crneumduyHocTM cumntomoB. Opbllika
npy Harpyske, yTOMJISEMOCTb U CHUXEHME ANCTaHUMM Xo4bObl MOryT ObITb Bbi3BaHbl camum WM, JIT,
ancdyHkumen MK, nopaxeHnem muokapaa, aHeMUEN, AEKOHOWULMOHUPOBAHUEM WM UX KOMOWHaUMUEN.
MosiBneHne cuHKomne, nepudepuyeckmx OTEKOB, HabyxaHUs SPEMHbIX BEH U NPU3HAKOB NpaBoXenya04KoBOK
HeoCTaTO4YHOCTM OObLIYHO CBMAETENLCTBYET O Gonee nosgHen ctaguun. NosTomy oXmaaHue BbipaKeHHON
KNWHWYECKOM KapTWHbI HenpuemnemMo B KayecTBe cTparterMm ckpuHuHra.  [lporHo3 onpepgensietcd
COBOKYMHOCTbIO napameTpoB. [Ons SSc-ILD HebnaronpusiTHbl 3HaYUTENbHAasi pPacnpOCTPaAHEHHOCTb
pubposa Ha KTBP, Huskne FVC n DLCO u mnx nocnegosatensHoe cHwxkeHue. Mpu JIIT nporHoCTU4YeCkyto
NMHopMaLMo HecyT (OYHKLUMOHAsbHbLIA Knacc, AUcTaHumsa 6-MuHyTHOM xoabbbl, NT-proBNP, naBneHue B
npasoM npeacepann, cepaedHsii nnaekc, JICC, nepukapanansHbiv BeiNoT U dyHKumMa K. B meTaaHanuse
SSc-PH 6onee Bbicokuii RAP, 6onee HU3KWIA cepAeyHbli MHOEKC M Hanuyne nepukapavanbHOro BbinoTta
accouumnpoBanucbk ¢ HebnaronpusaTHOW BbbkMBaeMocTbio; Npu PH-ILD ocoGeHHO 3Ha4yMMbIMK OKasanuchb

DLCO u nepukapgunanbHbii BeINoT [17].

Ta6suna 2.

KiroueBbIX paboT MOKa3bIBaeT IBOJIIOLUIO IPECTaBIEHUH OT MOP(OIOrHYeCcKOro

ctaaupoBaHus UILJI kK MHTerpasbHOMY reMOAMHAMU4eCKOMY GpEeHOTUTHPOBAHUIO

WUccnepoBaHue

OunzanH/nonynsauus

KnioueBoit pesynbrar

3HauyeHue ons NpPakTUKn

Goh et al., 2008
[4]

215 naumeHTOoB C
SSc-ILD

KT-06bém >20%; npu
HeonpenenéHHom obvéme — FVC
70% pasgenseT orpaHNYeHHoe U
pacnpocTtpaHénHoe UIMN; cragus
CBdA3aHa C BbXMBaAEMOCTbHO

OcHoBa NpocTo KNUHNKO-KT
ctpaTudmkaumm SSc-ILD.

DETECT, 2014

466 naymeHToB CC

[ByXaTanHbI anropuTm CyLLECTBEHHO
CHM3MN gorto nponyweHHon J1AIT no

O6ocHoBan akTUBHbIN MOUCK
cybknmnHuyeckon JIAI n paHHee

nauneHTa

71 BBICOKOTO puicka CPaBHEHWIO C MPEXHUM CKPUHUHIOM HanpasneHve Ha RHC.
Scleroderma PaHaoMmanpoBarHoe O6a pexuma ctabunuamposanwu/ Cdopmmuposan pons MMF
nccnegosaHne MMF un )
Lung Study II, nknodochamnaa, 142 ynydwanu FVC; MMF nepeHocuncs Kak ogHoro n3 6a3oBbix
2016 [11] u Ad, nyuLwe npenapatos SSc-ILD.

SENSCIS, 2019
[12]

PKW, 576 nauneHToB

HuHTeaaHMb ymMeHbLUIUI roaoBYHO
CKOpOCTb CHWxeHus FVC npumepHo
Ha 41 mn/rog oTHocUTenbHO Nnawebo

[okasan BO3MOXHOCTb
aHTUMBpoTNYECKON
ctparternm npu SSc-ILD.

Chauvelot et al.,

128 6onbHbIX: SSc-

Mpu meHbLwem ncxogHom JICC
PH-ILD conpoBoxaanach 6onbLuen

[Mokasan HecoCToSATENbHOCTb
OLI€HKN pUCKa TOJIbKO Mo

MMF, HuHTepaHnby u ap.

2021 [9] PH-ILD n SSc-PAH TpExneTHen cmepTHocTbio — 41,5% cTeneHu reMmognuHaMmnyecKoro
npotue 21,4% HapyLUeHns.
WccneposaHue Hnskoe TAPSE/PASP He3aBucnmo Mopoaepxano koHUenumo
. 60 nauneHToB C .
RV-PA coupling, NporHo3npoBarno cMepTb/knuHudeckoe | agantaumm MX kak otaensHowm
SSc-PAH o
2022 [18] yxXyAlweHve NPOrHOCTUYECKOWN MULLIEHW.
Hemeuknin HauxygLwas BbbknBaemocTb npu [MNoaTBepann TaXecTb
pernctp CC, >5800 naumeHTOB coveTtaHumn UIMJT n JI; 5-netHas KOMOMHMpPOBaHHOIo heHoTMNa
2024 [10] BbKVMBaeMOCTb OKomo 79% B KPYNHOW peanbHON KoropTe.
KTBP Bcem naunettam ¢ CC; Co3naéT akTyanbHbI kapkac
ERS/EULAR, MexayHapogHoe CTPYKTYPUPOBaHHBIA MOHUTOPUHT aHngo BmeBJ/_IeHMH " ne:)eHMﬂ
2026 [3] pykoBoacteo CTD-ILD | PFT; coBpemeHHble pekomeHaaumm no P

SSc-ILD.
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PucyHok 1. 9Bontouus uccnenoBaHUin CUCTEMHON CKIepPOAEPMUN C MHTePCTULNANIbHBIM
nopaxeHuem néerkux (SSc-ILD) u remoguHaMN4YeCKMUX OCITIOXKHEHUN

[aHHasa BpemeHHas Likana nokasbiBaeT CMeEHy MnapagurMbl: OT KOHcTatauun ¢ubposa u namepeHus
OaBMNeHVUsT — K paHHEMY BbISIBIIEHNIO, KONMUYECTBEHHOW oueHke agantaumm MK 1 mynstMmogansHomy
KapauonynbMoHanbHoMy deHoTunupoBaHuio [9]. OCHOBHOW BbIBOA aHanm3a 3akriyaeTcss B TOM, 4YTO
«LUeHTpanbHas remoavHamuka npu SSc-ILD» He gABnsdeTca oThenbHbiM CNEeAcTBUEM NérovHoro ubposa,
a npegcTaBnger cobon pesynbraT B3aMMOLENCTBMS KaK MUHMMYM YETbIPEX MPOLECCOB: NMOTEPU NEFOYHOrO
COCyAWCTOro pycra, cneumduyeckon CKrepoaepMUYecKon BacKyrnonatuv, agantauuu/gekomneHcauum K
1 MEePBUYHOIO NOpPaXeHus NeBbiX oTAenoB cepaua. MNosTomy ogvHakoBble 3HaveHnss MPAP moryT ckpbiBaTh
NMPVHUUNMANbHO pasHble MexaHuambl M nporHo3 [2]. C KNMHWMYECKOM TOYKM 3peHus Hamboree BaXkHOW
ctaHoBuTca anddepeHumnaumna SSc-PAH n SSc-PH-ILD. ®opmanbHas rpaHuua Mexay HAMN HeCOBEPLLEHHA:
00béM nbposa Ha KT cyuwlecTByeT Kak HenpepbiBHasi BEMNWYMHa, a COCYQUCTOE PEMOAENUPOBaHME He
ncyesaet npu Hanudum UMJ1. B pesynerate y naumeHTta ¢ ymepeHHbim UTMJT n Tsxkénon npekanunnspHon J1I
MOXET JOMWHMPOBATb COCYAUCTbLIN KOMMOHEHT, Torga Kak npy o6LwmpHoM oubpo3se, BbipaXKEHHOWM rMNOKCEMUU
N ymepeHHOM noBbiweHnn JICC KNoYeBbIM MEXaHM3MOM OCTaéTcs 3aboneBaHune NErkMx. ATO He MpPOCTo
ceMaHTnyeckasi knaccudmkaums: ot Heé 3aBncuT Bbibop JIAI-cneundudeckon Tepanum 1 oxmgaemas nornb3a
neyexus [4].

OcobeHHO nokasaTtenbHbl pesynbratbl Chauvelot 1 coaBT.. MeHblUas BbIPaKEHHOCTb WCXOOHOIO
HapyweHus JICC npu PH-ILD He obecneunBana ny4llen BbhKMBAaEMOCTU. VIHaye roBopsi, reMoaAnHaMN4eCcKuin
rnokasaternb OOIMKEH MHTEPNPETUPOBATLCS C YYETOM «(DYHKLUMOHANbLHOMO pesepBa NErkmx». Y GonbHOro ¢
DLCO 25% paxe ymepeHHoe yBenuyeHue JICC MOXET cTaTb KpUTUYECKMM, NMOTOMY YTO NpaBblvi Xenyao4ek
PYHKLMOHMPYET Ha (poHEe THKENOro orpaHNYeHNsi BEHTUIALMOHHO-AMAEY3MOHHOIO pe3epBa U XPOHUYECKON
runokcemun [4]. [pyron HEOOCTaTOYHO YYUTbIBAEMbIA (hakTOp — CKpbITOe nopaxeHue muokapga. lNMpu CC
dpakums Bbidpoca JIK MoXeT ocTaBaTbCsl HOpManbHOW BMMOTb A0 MO3AHeN ctagum, Ttorgaa kak T1/ECV u
AedopMaLMOHHbIe NMoKasaTenu yxxe AeMOHCTPUPYIT AN dy3Hble CTPYKTYPHO-(PYHKUMOHANBHbIE U3MEHEHUS.
CnepoBatenbHo, beHOTUN naumeHTa C noBbiweHHbIM PAWP unu norpaHnyHbIMM 3HAYEHUSIMU OaBleHus
HamMosIHEHNS HeMb3si aBTOMaTUYECKM TPaKTOBaTb Kak ODbIYHYH KapAMONOormyeckyo KomopobuaHocTe. B yactu
Crny4aeB MOCTKaMUIMSAPHBIN KOMMOHEHT ABNSAETCHA opraHHbIM nposiBneHnem camon CC [3]. CyliecTBytoT 1
MEeTOOOrorM4eckme orpaHMYeHns HakonneHHowm nutepatypbl. Onpegenennst JIIL MEHANUCb: COBPEMEHHbIE
noporn mPAP >20 mm pT. cT. n JICC >2 en. Byga otnmyatotcsi OT KpUTEPUEB, UCMONb30BABLUMXCS BO MHOMMX
cTapbix koroptax. CnegoBartenbHO, NPSIMOE CpaBHEHME PacnpOCTPAHEHHOCTM MEXAY 3MOXamMu OrpaHUYeHo.
Kpome Toro, uccrnegoBaHusi no SSc-PH-ILD Bkmo4alT OTHOCUTENBbHO Hebomnblive n (OEeHOTUMUYECKN
HeoaHOPOAHbIE rpynnbl, a KpUTepui «3Hadnmoro UMJ» BapbupyeT mexay asTopamu [2].

He nonHOCTbiO peléH BONpPOC OMTUMANIbHOTO HEMHBA3WBHOIO Mapkepa paHHelr MpaBOXenyado4YKOBON
aekomneHcaumn. TAPSE nerko Bocnpov3BoguM, HO SIBASIETCS OAHOMEPHbIM W Harpy304HO-3aBUCUMbBIM
nokasatenem. RV free-wall strain yyBcTBUTENBHEE, OAHAaKO TpebyeT cTaHaapTu3auuun. OTHoweHne TAPSE/
PASP koHuenTyanbHO npyBnekaTenbHee, MOCKOMbKy oTpaxkaeT dyHKuuto MK oTHOCUTENBHO ero NOCTHarpy3Kku,
HO MOPOrOBbIE 3HAYEHUSI pa3nNUyaloTCs Mexay uccrnegoBaHusmu. [axe B pabotax no SSc npeanaraembie
cut-off cywectBeHHO BapbupoBanu, noatoMy RV-PA coupling noka criegyet paccMaTpuBaTh Kak JOMOSNHALLMINA,
a He 3aMeHsLWWUA MHBa3WBHOE eHoTMnupoBaHue nokasaTtenb [11].  OcTaétca HeonpedenéHHbIM, B
Kakom cTeneHun ycnewHoe nevyeHne SSc-ILD cnocobHo npedynpeouTb NO3OHEE TreMoguHaMuUyeckoe
pemogenupoBaHue. SENSCIS ybeautenbHo gokasan ymeHblueHre Temna notepun FVC Ha hoHe HMHTegaHmba
— pasHuua ¢ nnauebo coctaensna okono 41 mn/rod, — OAHAKO UccriegoBaHne He ObiNo npegHasHavyeHo
ONs [gokasaTenbCTBa CHWXeHUs 4YactoTel JIIT MnivM npaBoXenygoykoBOW HEeAOoCTaTOYHOCTU. AHANOrMyHo,
ctabunusaumsa FVC npym uMMyHOCYNpecCMBHON Tepanuy He AOSMKHA MHTEPNPETUPOBAaTLCH Kak JoKa3aTenbCTBO
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HopManu3aumm nNérovyHoro cocyguctoro pycna [5]. Heobxogumbl NpOCMNEKTUBHbIE UCCNEQOBAHUSA C eANHbIM
deHoTunupoBaHueM, Bkrntovarowmum KTBP, FVC/DLCO, axokapguorpaduyeckyto gedgopmanmio MK, CMR u
kateTepmsauuto. OcobeHHO nepcnekTUBHbLI NpofosbHble nokasatenu RV-PA coupling, konvdectBeHHas KT
cocyauctoro pycrna, CMR-mapkepbl anddysHoro ¢mnbposa 1 MHTErpupoBaHHble Mogenu, oobeanHsoLlme
BM3yanusawmio, bvomapkepbl U remognHamMmuky. CoBpeMeHHbI 0630p NepBUYHOIO NopaxeHusi cepaua npu CC
npsiMO OnpefensieT paHHee ObOHapy)XeHue CYyOKIMMHMYECKOrO MOPaXKEHUS KaK BaXKHYH HEYOOBMETBOPEHHYHO
KINMHUYECKY0 NOTPEOHOCT.

MpakTnyeckoe BepeHue naumeHta ¢ CC-UMJ1 uenecoobpasHo CTpouTb Kak MnocnefoBaTernbHbIN
KapauonynbMOHanbHbIN anropuTM, a He Kak He3aBUCMMOEe HabniogeHue «nerkmx» u «cepgua». VMcxogHoe
deHoTunuposaHue. NMocne yctaHosneHua CC cnepyet BbinonHuTe KTBP nérkvx He3aBucMMO OT Hanuuus
pecnupaTopHbIX CUMMMTOMOB; 9TO COOTBETCTBYET cunbHOM pekomeHfauun ERS/EULAR 2026 r. MicxogHbin
npodune gormkeH Bkntoyate FVC n DLCO, catypauuio, KNMHUYECKYHO OLEHKY OAbILKA U TONepaHTHOCTU
K Harpy3ke. lNpu BbisBneHun WIMJ1 HeobxoouMoO yuuTbIBaTb PacnpOCTPaAHEHHOCTL M3mMeHeHun Ha KTBP,
ypoBeHb FVC/DLCO, aytoaHTuTena — npexae BCEro aHTUTONoM3oMepasHble, — KOXHbIA eHoTun u
Mapkepbl BocnaneHus [5]. OgHoBpeMeHHO TpebyeTcs oLeHka cepaedHo-cocyaucToro dpeHotmna: KM, TTO ¢
obszaTenbHbIM aHanmaom MX 1 anactonunyeckon doyHkumm JIXK 1, B 3aBUCUMOCTM OT KITMHNUYECKOTO KOHTEKCTA,
BNP/NT-proBNP. [1ns 6onsHoro CC npocTor BbiBog, «PB JIXK HopmanbHas» HegocTtatodeH. B npotokone TT3
xenatensHo pukcnpoBaTtb TRV, TAPSE, FAC, S', paamepbl XX n I, cteneHb TpukycnuaansHOW peryprutaumu,
nepvikapguarbHbIi BbINOT 1, €CNn BO3MOXHO, Aecdopmauusa muokapaa XK (RV strain) u TAPSE/PASP [20].

OvHamuyeckoe HabnogeHne. ERS/EULAR pekomeHaytoT y naumeHtoB ¢ SSc-ILD onpegensts FVC u
DLCO kaxable 3—6 Mec Ha NpoTsKeHUM nepBbiX 3—5 NEeT, 3aTeM He pexe YyeM yepes 6—-12 mec. [NoBTOpHas
KTBP pormkHa OblTb KMMHUYECKN 0BOCHOBaHa: NMpu Nogo3peHMM Ha NporpeccupoBaHne, CTPYKTYPUPOBaHHbBIN
MOHUTOPUHI OYHKUUKM BHellHero Abixanus (PFT), a Takke y mauMeHTOB BbICOKOIO pucKa; pyKOBOOCTBO
[ONycKaeT NnaHoBY MOBTOPHYIO BU3yanusauumto, 0CO6eHHO B paHHWIA nepuog Bblicokoro pucka. ACR/CHEST
Takke paccmatpuBaeT codetaHue PFT n KTBP kak ocHoBHble MeToAbl MOHUTOpUHra [5]. AKTMBHbIA NOUCK
JII. YxyaweHve ogpllwku, HenponopuuoHansHoe oobémy UMJT; 3HauntensHoe nnm 6eictpoe cHuxeHne DLCO;
pocT NT-proBNP; yBenuueHune ckopoctu TpUKycnnaanbHoW peryprutaumm; aunataums npasblx Kamep; nageHune
TAPSE/FAC/strain; cHuxeHne TAPSE/PASP; cuHKonanbHble COCTOSHUS UMW MOsIBNEHUE nepudeprnyecknx
OTEKOB JOSMKHbI CHVDKATL MOPOr HanpaeneHus NaumneHTa B 3KCNepTHbIN LeHTP JTT. Y 60nbHbIX, YO0BNETBOPSHOLLMX
kputepusam DETECT — anutenbHocTb 3aboneBaHusi >3 net, FVC 240% un DLCO <60%, — npumeHeHune
anropuTmMa onpasaHo Ang cucteMmartudeckoro ckpuHuHra SSc-PAH [16]. KateTepusauusa npasbix OTAENOB
cepgua. MNpu kNnHMYeckoM nogo3peHnn Ha J1IT okoHYaTenbHLIM 3TanoM OOMmkHa ObITb KaTeTepusaums npasbixX
otaenos cepgua (RHC), ocobeHHo ecnu pesynstaTt NOBMUSET HA Ha3HadYeHue cneundurdeckon Tepanuu. MNpu
aTom obs3aTenbHa pernctpauus RAP, mPAP, PAWP, CO/CI n pac4ét JICC. MNauneHTa ¢ CC-UMJT HegonycTmo
knaccuduumpoBath kak nmetoLLiero JIAI Toneko no pacyétHomy PASP. [Npu norpaHnyHom PAWP v nogospeHunn
Ha CKpbITYI0 NEBOXENyOOYKOBYO OUCHYHKLUIO B CNeunanvManpoBaHHbIX LIEHTpax MOXeT obcyxaaTbes
OOMONHUTENbHAasi reMogMHaMU4yeckasi oLueHka ¢ y4EToM 06 bEMHOM Unu ranyeckom Harpysku [2].

JleyeHne SSc-ILD. MukodeHonat ModeTmn sBnsieTcs oaHUM M3 Hanbornee 0O6OCHOBaHHbLIX BapUaHTOB
UMMyHOMOZYNUpYloLWen Tepanuu, nockonbky Scleroderma Lung Study |l nokasan conoctaBumbii C
unknodgochammaoM 3dekT Ha NEroyHyt QYHKUMIO Mpu  Oonee OGnaronpuaTHOM MNEPEHOCMMOCTHU.
Linknodpocpammng coxpaHseT MecTo nNpu OTAENbHbIX TSXENbIX/MporpeccupyoLmx geHotTunax. CoBpeMeHHble
EULAR n ERS/EULAR Takxe paccmaTpvBaloT pUTykcumad 1 Toumnmaymab y otobpaHHbIX naumeHTos [18].
CucreMHble rntokokopTukomabl Npu SSc-ILD TpebytoT ocobor octopoxHocTn; ACR/CHEST HacTosiTenbHO He
pPEKOMEHIYIOT UX B Ka4eCTBe cTaHZapTHOM nepson nuHum npu CC-UMJ1, npexae Bcero BBMAY HEGnNaronpusiTHOro
npodhunst pucka, BKIOYas M3BECTHYIO CBSA3b Oonee BbICOKMX [03 C PUCKOM CKIepOAEPMUYECKOTO NOYEYHOrO
Kpu3a [21]. JleueHune néroyHon cocygmcTton natonorun. Mpu nogreepxaéHHon SSc-PAH 6e3 foMUHMpPYLOLLLEro
Tskénoro UMJ1 neveHve p[OomkHO cooTBeTcTBOBaTh anroputMam JIA[ ¢ OUEHKOW pucka W paHHUM
KOMOVHMpoBaHHbIM noaxogom. O6HoBneHne EULAR pekomeHayeT paccmaTtpuBaTb COYETaHWE MHIMbutopa
®5-5 n aHTaroHUcTa SHAOTENNHOBLIX PELIENTOPOB KakK CTapTOBY CTpaTeruio y BHOBb AMarHOCTMPOBaHHON
SSc-PAH y cOOTBETCTBYIOLLMX MaALMEHTOB; QJarnbHerllas ackanaums MOXeT BKNovaTb npenaparhbl
NPOCTaLMKINHOBOIO NyTu [22].

Mpu PH-ILD nogxop npuHumnuansHo octopoxHee. Hannume npekanunnapHon JIIM Ha RHC camo no cebe
He fgenaeT nauueHTa akBuBaneHTHbeIM SSc-PAH. Heobxooumo ycTaHOBUTL OTHOCUTENbHbLIV BKag dorbposa,
rmnokcemunn n cocygucton natonorun. ESC/ERS gonyckatoT MCnonb3oBaHMe MHransiumoHHOro TpenpocTuHmnna
npwu JII, accoummpoBaHHon ¢ UIJT, Torga kak pyTMHHOE HasHadeHue psaa cuctemHblx JIAM-npenapatoB npu
JII rpynnbl 3 He nopaepxuBaetcs. PelleHne o Tepanuu TsKENonm unu «amcnponopumoHansHon» PH-ILD
OOMKHO MPUHUMATLCH B Cneunanmn3vpoBaHHOM LIEHTpe Mnocfne reMoaMHaMuUyeckoro eHoTMnupoBaHus [2].
HabntogaTenbHble gaHHble 2026 T. ykasbiBatoT, 4TO KoOMOuHMpoBaHHas JIAl-Tepanus y TLaTtenbHO 0TOOpaHHbIX
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nauuneHToB ¢ CC, UIMJ1 n BosHukwel NI moxeT ObITb ocyLlecTBMMa, ocobeHHo koraa UMMJ He sBnsieTcs kpaviHe
TSOXKENBIM, OOHAKO 3TW pe3ynbraThl HE SKBMBANEHTHbI JoKa3aTeNbCTBaM paH4OMU3MPOBAHHOIO UCCNEnoBaHUSA
N He YCTPaHSAIT HEOOXOOAMMOCTb MHAMBMAYaNbHOW knaccudmkaumm NI [23]. MopaepxvBatowasa Tepanus u
TpaHcnnaHTaunoHHas ctparterns. [pyu XpoHNMYecKkom rmnokceMmm nokasaHa Koppekums ageduumra kucrnopoga
B COOTBETCTBMMW C MYNIbMOHONOIMYECKUMM CTaHAapTamu; BaXKHbl NErovyHas peabunutaums, dumsnyeckas
aKTMBHOCTb B MHAMBMAYarNbHO NEPEHOCUMOM 0ObEME, BaKLIMHALMS U KOPPEKLMSA CONMYTCTBYHOLUMX COCTOSIHUN.
Mpu nporpeccupytowem UIMJT w/vnn tsxkénon JIIT HECMOTPSA Ha oONTUMAaribHylO Tepanuio HanpasneHue
B TpaHCMMaHTaUMOHHbIA LEHTP OOMKHO obcyxaaTbCs 3abrnaroBpemMeHHO, [0 pasBUTUSE HeobpaTuMmon
NMoNuopraHHoON AekomneHcauun. BbipaxkeHHOe nopaxeHwe cepaua, nulieBoda W Apyrux opraHoB TpebyeT
crneunannaMpoBaHHON OLEHKM kaHauaaTtypbl [5]. C npakTuyeckom TOYKM 3peHust Hanbonee MHdopmaTMBHA
cnepywowas MaTpvua nHTeprnpetauun:

Ta6suna 3.

KimHu4yeckue ciieHapyuy, BeposiTHble MeXaHU3Mbl TeMO/JUHAMUYeCKUX HapylleHuH

Y IPUOPUTETHI Ja/IbHeH1ler JUarHOCTUKU U JieYeHUs IIPU CUCTEMHOM CKJIepoJiepMUHU
C UHTEePCTUIMATBHBIM MopaxkeHueM JErkux (SSc-ILD)

HanGonee BepoATHbIN

KnuHuueckasn cuTyauus
MeXaHUu3m

MpuoputeT cneaytowlero wara

3rauutensHoe UIMNJ1 + runokcemus + Ontummnaauma Tepanum UMJ un
PH-ILD / 1" rpynnbi 3 )
ymepeHHoe nosbiweHune JICC rMNoKceMun; akcnepTHas oueHka J1I

BblpaxkeHHas cocyamcTas
cocTaBnisoLLas, BO3MOXHas
SSc-PAH

HebonbLoe/ymeperHoe UMJT + pesko
nosbiweHHoe JICC

RHC-deHoTununposanue v JNAT-
OpWEeHTMpOBaHHas cTpaTerns

MocTtkanunnsapxas 1/ OueHka AnacTonum4eckon yHKLUK,

MosbiweHne MPAP + PAWP >15 mm pT. CT. .
nopaxeHue nesbix otaenos | CMR, neveHve cepagyHon natonorum

Poct RAP, naaete Cl, gunataums MK MpaBoxenyno4vkoBasi CpoyHas cTpaTudmkaumsa pucka 1
OeKoMneHcauus WHTEHcHdVKaLms BeeHUst
BbipaxeHHas ofpllika Npy OTHOCUTENLHO BosmoxHa cocygnctad unm | TTO, NT-proBNP, DLCO; Huskuin nopor
ctabunbHon KT/FVC cepaedHas npuymHa ans RHC/CMR
HopmanbHasa ®B JTXK, Ho aputmun/ Cy6KnMHMYeckoe nepBuYHOE CMR ¢ TKaHeBOWN xapakTepucTUKom
H6uomapkepbl/HeOOBACHMMAsA cMMNToMaTrKa nopaxeHwue cepaua CC Muokapaa

OTa maTpuua SBnsieTCs KMMHUYECKUM CUHTE30M, a He OTAEeNbHOW pekoMeHaaumeln obLlecTsa; eé noruka
OCHOBaHa Ha coBpeMeHHbIX onpeaenernsx JI, gaHHbIx 06 ncxogax SSc-PH-ILD n nuccneaoBaHnsax nepBrUYHOro
nopaxeHus cepgua npu CC [2].

SAK/TIOYHEHMUWE

CncTteMHas cknepogepmmsi C MHTePCTULManbHbIM MOPaXeHneM NErkux npeactaBnsieT cobor CroXHbIN
KapauonyrnbMOHamnbHbIA  MAaTONOrMYECKUA  MPOLECC, Mpu  KOTOPOM (OUOPO3HbIE WN3MEHEHUS] TErOYHON
NnapeHXUMbl TECHO B3aMMOCBSi3aHbl C HapyLUEHUSMW NEFOYHOW COCYOUCTOW reMOAMHaMUKW U CTPYKTYPHO-
(PYHKUMOHaNbHbIM  pemogenupoBaHneMm  cepgua. PopmypoBaHue reMogMHaMUYecKMX  HapyLleHun
00yCrOBMEHO COYETaHHbIM BO3OENCTBMEM MPOrpeccupyowero MHTepctTuynansHoro dunbposa, NErovyHomn
BaCKyrnonaTuu, NoBbILLIEHUSA MErOYHOro COCYQUCTOro COMPOTUBIIEHNS U BO3paCTaloLLEN Harpy3kM Ha npasbii
xenygouyek. [lononHuTenbHOe 3Ha4YeHne NMEIOT HapyLLEeHNE NMPaBOXENYA04YKOBO-apTepUanbHOr0 CONpsKeHns,
MEXOKENYAOYKOBOIO B3aMMOLEWNCTBUSA M BO3MOXHOE NepBUYHOE (PUBPO3HO-MUKPOCOCYANCTOE MopaXeHue
Munokapga. Hanbonee HebGnaronpuaTHbIM KNMHUYECKUM BapnaHTOM SIBMSIETCS COMETaHne MHTepCTMuuanbHoOro
NopakeHWst NErknx 1 NEroYHON rmnepTeH3nm, acCoLMMPOBaHHOE C MOBLILLIEHHBIM PYCKOM MPaBOXeENYA04YKOBON
HEeJOoCTaTOYHOCTU M HEBNAronNpUATHbLIX NCXOAO0B. [1py 3TOM BbIpaXEHHOCTb FeMOAUHAMUYECKMX HAPYLUEHUIN He
BCerga CoOOTBETCTBYET CTeNeHN PyHKLMOHANBHOMO OrpaHuYeHns 1 TSKeCTy NporHo3a. [laHHoe 06CToSATENbLCTBO
onpegensieT HeobXxoAUMOCTb KOMIMIEKCHOM OLEHKM MaLUMEHTOB C YY4ETOM AN GY3MOHHOM CMOCOBHOCTM NETKNX
(DLCO), ob6bEMa WMHTEPCTULMANBHOIO MOPaXEHUs, NErOYHOro COCYOMCTOrO COMPOTUBIIEHUS, CEPLEYHOro
MHAEeKca 1 PyHKLUMOHANBHOIO COCTOAHMS MPaBOro Xenyaoyka.

PaHHAs gnarHocTrka kapanonynbMOHaNbHbIX OCITOXXHEHMWIN AOIMKHA OCHOBLIBATLCHA Ha MYIbTMMOAANIBHOM
nogxoge, obbeauHSALWEM KIMHUYeckne, (OyHKUMOHanbHbIe, BU3yanv3aunOHHbIE UM MHBa3UBHbIE METOAbI
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nccnenoBaHus. Bbicokopaspeluatowaa KomnbloTepHas Tomorpadumsi MNO3BOSISIET OLEHUTb XapakTtep W
pacnpoCTpPaHEHHOCTb MHTEPCTULMANbHbLIX M3MEHEHUI, AnHaMmundeckoe onpegenexHme FVC n DLCO — BbIsSiBUTL
nporpeccupoBaHue yHKUMOHANbHbIX HapyLleHUn, a 3xokapauorpadus, BKMYas OLeHKy Aedopmauum
Muokapaa, — YCTaHOBUTb NPU3HAKU paHHEN AUCKHYHKUUW NPaBOro Xenyaoyka M BEPOSTHOCTb JErOYHOWM
rmnepTeHsun. MarHUTHO-pe3oHaHCHas Tomorpadusa cepaua LONONHAET AWarHOCTUKY KONUYEeCTBEHHOW
OLIEHKOW emnyao4yKOBOW (PYHKLMWU M TKaHEBbIX M3MEHEHUN MWOKapda, Torda Kak KaTteTepmsauusi npa.bixX
OTAENOB cepAua OCTaéTcsl OCHOBHLIM METOAOM MOATBEPXKAEHUS NErOYHOW MMNEepTEH3NN N onpeaeneHus eé
remMoguHaMmmyeckoro deHoTuna. JleuebHasa cTpaTterns LOSmKHa yuYnUTbiBaTb B3aMMOCBS3b MHTEPCTULMANBLHOIO
nopaxkeHus1 NErkux, COCyAMCTbIX U3MEHEHUIN U cepAedHOn AnCdhyHKUUN. NMprMeHeHne MMMYHOCYNPECCUBHbIX
N aHTUOMOPOTUYECKNX MpenapaToB HanpaBrneHo NMPeNUMYLLECTBEHHO Ha CTabmMnM3aunilo MHTEPCTULMANBLHOIO
npouecca 1 3aMefJieHNe CHXKEHUS NErOYHON OyHKLMK. BMecTe ¢ TeM KOHTpOrb NporpeccupoBaHns pubposa
He MOXET paccMaTpuBaTbCs Kak JoKa3aTenbCTBO NPeaoTBpaLLeHMs NEro4YHOro COCyanUCToro peMoaenmpoBaHus.
Mpn noaTBep)KOEHHOWM NEroYHON apTepuarbHON rMnepTeH3un Heobxoauma crneumnannanpoBaHHast Tepanus,
TOorga Kak Mpu coyveTaHuMu NErovYHOW rmnepTeH3nn ¢ BblPaXKeHHbIM MHTEPCTUMLMANbHBIM NopaXeHnem Bbloop
neyYyeHNs [OOMXKeH OnpedensaTbCcd BeayLuMm naTtou3nonorMyeckum MeXaHU3MoM W UHAUBUAYanNbHbIM
KITMHMYECKMM (PEHOTMMNOM NnaumeHTa.

Takum obpasom, COBepLUEHCTBOBaHWE BefdeHMs naumeHToB ¢ SSc-ILD TpebyeT nepexoga OT m3onu-
POBaHHOW OLEHKM NEroyHoro ombposa Kk KOMMIEKCHOMY ANHAMUYECKOMY aHanunay kapguonybMOHambHbIX
n3amMeHeHui. NepcnekTUBHbLIM HanpaBneHnemM ganbHeNLnX NccrneaoBaHnii SBnsieTcsa pas3paboTka UHTerpu-
POBaHHbIX MPOrHOCTUYECKUX Modenen, 00beaANHSAOLLINX KONMYECTBEHHbIE NapaMeTpbl KOMMbLIOTEPHON TOMO-
rpacdun, nokasarenu npaBoOXenyao4KOBO-apTepUanbHOro COMPsKEHUs, MarHUTHO-PEe30HaHCHbIE MapKepsbl
MUoKkapananeHoro mnbposa, unpkynupyowme Gruomapkepbl 1 MHBa3UBHbIE FrEMOLMHAMUYECKME XapaKTe-
pucTukn. Ocobyro Hay4HYI U KIMHUYECKYH 3HAYMMOCTL NPEACTaBISET YCTAHOBIIEHNE TOrO, CMOCOGHO Nn
paHHee nogaBneHue fnporpeccMpoBaHUs MHTEPCTULMANBHOIO NOpaXKeHUs NErkux CHWXaTb PUCK nocneay-
lOLLLEero COCyAMCTOro peMOLENMPOBAHUS 1 NPaBOXeNyA04YKOBON AekoMmneHcaunn. PelleHne gaHHow 3agaydn
no3sonuT obocHoBaTb Gonee adppekTMBHbIE NoAXOoAbl K paHHEN cTpaTuduKkauum pucka, nepcoHanmMsaumm
NneyvyeHus 1 yny4ylleHno JONroCpOYHOro NporHo3a NaumneHToB.
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