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Annomayus. Cucremnas ckieponepmusi (CCI) — onHo u3 Hambosee pacrnpoCTpaHEHHBIX
ayTOMMMYHHBIX 3a00JIeBaHUMN Cpey >KEHIIHMH, C MUKOM 3a0ojieBaeMocTU B Bo3pacte 44-55 ner. B
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PEBMATOJIOTUU BBIICNAIOT HEcKolbko KiumHH4eckux ¢opm CCI: nuddysHyro, orpaHuyeHHYIO
(JIMMHTHPOBAHHYIO), IOBEHUWJIbHYIO (C HavajsoM 10 16 JieT) U mepekpecTHyr (0codyro) (hopmbl.
CCIl — xiaccudyeckoe TIeTeporeHHoe 3a0o0jieBaHHE C Pa3HOOOpPa3HbIMM  KIMHUYECKUMU
NPOSIBJICHUSAMU M BapHaHTaMu TedyeHus. Hambonee 4yacThIM MEPBHYHBIM CHUMIITOMOM SIBIISIETCS
cuHIpoM PeitHo, KOTOpBIM MOKET OBITh Kak MEPBUYHBIM, Tak W BTOpUYHBIM. Pazutne CCJl B
MOXKUJIOM BO3pacTe TpeOyeT TIaTeNbHOTO J1abopaTopHOro oOcCIenoBaHUs JUIsl HCKIIOYEHUS
oHkosornyecknx npuunH. [IpencraBnen ximHndeckuid ciaydaid CCJl ¢ mepuogamu o00CTpeHU U
pemuccuii. Y mauueHTku 58 et 3aboneBaHue 1eO0IOTUPOBAIO C CHHApPOMAa PeifHO M MOBBIIEHHON
aKTUBHOCTH BOCHAIMUTEIbHBIX MapkepoB. CIycTs roJ] leJieHanpaBieHHOe 00ceI0BaHNe BBISIBUIIO
ceposiornueckue Mapkepsl CCJI, mpu 3TOM, HECMOTpsl Ha IpOrpeccupoBaHue cuHapoma PeitHo,
BOCHAJINTEIbHBIE MAPKEPhI HE OB IOBBIILIECHBI.

Abstract. Systemic scleroderma (SSc) is one of the most common autoimmune diseases
among women, with a peak incidence between the ages of 44 and 55. Rheumatology distinguishes
several clinical forms of SSc: diffuse, limited (localized), juvenile (onset before 16 years), and
overlap (mixed) forms. SSc is a classic heterogeneous disease with a wide range of clinical
manifestations and varied courses. The most frequent initial symptom is Raynaud’s syndrome,
which can be either primary or secondary. The onset of SSc in older adults requires thorough
laboratory investigations to rule out oncological causes. This article presents a clinical case of SSc
with periods of exacerbations and remissions. The 58-year-old patient’s disease began with
Raynaud’s syndrome and elevated inflammatory markers. A year later, targeted testing revealed
serological markers of SSc, while inflammatory markers were not elevated despite the progression
of Raynaud’s syndrome.

Knrouesvie cnosa: cucremHast CKIICpoaAcpMusd; CHHIPOM PeﬁHO; KOXHBIC H3MCHCHHMHA,
YKa3aTCJIbHBIC T1aJIbIIbI.

Keywords: systemic scleroderma; Raynaud’s syndrome; skin changes; index fingers.

Cuctemnas ckaepoaepmus (CCJI) B mocnenHue rofsl MpUBICKaeT 3HAYUTEIIbHOE BHUMAaHUE B
pPEBMATOJIOTUH, TOCKOJIBKY XapaKTepPU3YyeTCs NpPOrpecCUpYIOLUM TeUeHUEeM, paHHe yTparoil
TPYAOCIOCOOHOCTH U BHICOKMM YPOBHEM CMEpPTHOCTH [1].

CoumanbHo-3k0HOMHYecKoe Opemsi CCJ] cBsfizaHO C yXy[QIIEHHEM KayecTBa JKU3HHU
MAIUEHTOB, U3MEHEHUSIMA KOHTYPOB T€Jla BCJIEACTBUE BBIPAKCHHBIX KOKHBIX U3MEHEHMH, a TAaKKe
pPaHHUM MOpa’KEHNUEM BHYTPEHHHUX OpPraHoB [2].

Paznmuuator Heckonbko — kiaumHMYeckux Gopm  CCH:  auddys3Hyro, OrpaHMYEHHYIO
(TUIMHUTHPOBAHHYIO), FOBEHWIbHYIO (Hauaso g0 16 set) u mepekpectHyio (ocobywo) [3, 4].
[Mocnenusisi, u3BectHas kak “Overlap — Syndrome” B 3apyOexHO#l nuTeparype, OOBEIUHSET
npusHaku CCJl ¢ mposiBICHUSMH JIPYTHX ayTOMMMYHHBIX 3a0oneBaHuil. 3aboneBaemocts CCJJ
Bapbupyer ot 3,7 10 19 ciydaeB Ha 1 MUJITMOH HaceJIeHUsI €KEeroaHo [S].

B CIIA »stor mokazarens npocturaer 19,3 ma 1 MwimmoH, torma kak B KbIprei3ckon
Pecny6nuke Tounas pacrpocrpaneHHocts CCJl ocraercs HeonpeneneHHoi. OrpannyenHas gpopma
CC/J1 Bctpeuaercs ropasno yame — 45 cinyyaeB Ha 100 Toicsy HaceneHus [6].

[Tux 3a6omeBaemoctu CCJ] mpuxoautcs Ha Bo3pacT 44-55 net, mpuyeM KEHIIUHBI OOJICIOT B
5-7 pa3 vame myxuuH [7, 8].

B HenaBHeM McciieJoBaHUM OINMUCaH ciiyyail mogoctporo Tedenus nuddysnoit popmer CCI y
MOJIOZIOTO MY>KUHUHHI [5].
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3a mocieIHue robl BO BCeM MUpe oTMedaeTcs poct 3adbonesaemoctu CC/I [9, 10].

HIupokuii cCekTp KIMHUYECKUX MPOSBICHUM 3a00€BaHMs BbI3BIBACT KaK KIIMHUYECKUH, TaK
Y aKaJEMUYECKUI UHTEPEC.

Lenp uccnemnoBanus — aHanu3 HaydyHbIx myOnukanui no CCJl u ommcaHue KIMHUYECKOTO
ciyyas.

CornmacHo wuccienoBaHUSM, MpoBeleHHBIM B HayuyHo-uccienoBaTenbCKOM —HHCTUTYTE
peBmaronorun uMm. B. A. Haconosoii, CCJl mnpencraBisieT coOON KJIaCCMUECKOE TIeTEpOreHHOE
3a0oJieBaHUE C pa3HOOOpa3HBIMH KIMHHYECKHUME (opMamu u TeueHuem [2, 11, 12]. MexaHU3MBI
pasButusa CCJ] cBs3aHbl ¢ HAPYIICHUSIMU KJIETOYHOM U T'yMOPaIbHOM UMMYHOPETYIISIIINH, KOTOpPbIE
UTPAIOT KIIIOYEBYIO POJIb B MaToreHe3e u nporuose 6osuesnu [12]. OcHoBy 3a00seBaHMs COCTABISAET
MopakeHHe COeTUHUTEIBHOMN TKaHu C mpeodnaanueM Gpudpo3a U COCYIUCTHIX U3MEHEHUH TI0 THITY
obnuTepupyromiero sHaaprepuonuta [ 13].

CymiecTByeT 4eTKas KOppemsiusi MEeXIy JIabOpaTOpPHBIMU MOKA3aTeNsIMU U KIMHUYECKUMU
nposiieHussMu CCJ. Jlns Gone3Hu XapakTepHbl crielu(UYecKre U3MEHEHUs KOXKH, BHYTPEHHHX
OpTaHOB U OOIIMPHBIE Ba30CTIACTUIECCKHIE HAPYILICHHS.

Cunopom  Peuno. Haubonee dYacto AMArHOCTUPYEMBIM IIPOSIBIEHUEM  CHUCTEMHOM
ckinepoaepmun (CCJl) sBusiercss cuHzapoMm PeifHO, KOTOpBI BeTpeyaeTcss y 3HAYMTEIbHON 4YacTH
MAIMEHTOB U XapaKTepu3yeTcs Ba30CIacTUYECKUMU HapylIeHusaMu [ 14].

Ha pananx cragmsax CCJl  mepBeIMH  NPOSBICHUSMH  BBICTYNAIOT — HapyLICHHS
MUKPOILUPKYJSAIAA ¥ TOBTOPSIFOIIMECS SMHU30AbI Ba30CIa3MOB MEJKUX MEepUPEPUISCKUX apTepuid
[2].

Yactora ¥ MPOMOIKHUTENBHOCTh 3THX AHH30[0B BapbupylT oT 15 g0 20 MuHHYT u
COIIPOBOXK/IAIOTCS BOCCTAHOBJIEHUEM KPOBOTOKA M MCUE3HOBEHHEM HEOOBIYHOM OKpacku Koxu [15].

HccnenoBarenu OTMEUAlOT, YTO TAKUE COCYAMCTHIE HApPYLIEHUS CTUMYJIHUPYIOT pa3BUTHE
CUCTEMHBIX ayTOMMMYHHBIX W BOCHAJIUTENIBHBIX IPOIECCOB, KOTOPbIE MPHUBOASIT K aKTUBAIUU
¢ubpo3upyoLMX U3MEHEHUI 1 pa3BUTHIO oOnuTepupyomeil Backyiaonaruu [16]. B ne6rote CC/]
cunapom Peiino peructpupyercs B 90% ciyqaes [17].

HexoTopbie paboThl yKa3bIBalOT, YTO BO3PACT Havyasla CHHApOMa PeifHO y jKeHIIWH HUKE, 9YeM
y My>xuuH [18].

[IpakTHdecku Bce MallMeHThl OTMEYAIOT, YTO MPOBOLMPYIOMMMH (hakTopamu cuHapoma PeitHo
SBIISIIOTCSI  HU3KHE TEMIIEpaTyphl M TNCHXOAMOIMOHAJBHBIM  cTpecc. OTH  HaOMIOICHHUS
MOATBEPIKIAIOTCS JTAHHBIMH, CBHJCTEIHCTBYIOIIMMH O OOJbIICH dYacToTe cuHApoMa PeitHO B
CTpaHax C XOJOAHBIM KiumaroM [18]. HacToTa Ba30CmacTHUECKHUX 3MHU30/10B TAK)KE BBILIE 3UMOH,
4YeM JIETOM. AHaju3 MPOUCXOKICHHMS M KIMHUYECKUX MpOosiBIeHUM cuHapoma PeiiHo monpo6HO
MPE/ICTaBIICH B HccienoBanuu [18].

Cungpom PeitHO mnompaszensieTcss Ha MEPBUYHYIO M BTOpPUYHYIO (opMmbl. IlepBuuHBIif
CHHJIpOM yallle BcTpeuaeTcs y Monoasix joneil. [Ipu CCJI peructpupyercst BTOpUUHBIA CHHAPOM
PeiiHo, KOTOpBI MOXKET pa3BUBATHCS B pe3yJbTaTe pueMa OnpeeNeHHbIX JEKapCTBEHHBIX CPENICTB
1 yacTo BbisiBsieTcsd y nanuenToB ¢ CC/l u cuctemHoil kpacHoi Bomuankou [19].

JlnurenbHOe TedeHHe 3aboieBaHUs, OCOOEHHO Oosee S5 JIeT, MPUBOAUT K JIUTHTAIBLHOMY
AQHTUUTY ¥ TPO(PUIECKUM HapyHIeHUs M. [allueHThl 4acTo JKaIyIOTCS Ha OHEMEHUE, TOKAIBIBAHUE U
6016 [20].

[lepBoHa4yanbHO HapyLIEHHUsT HAOMIOJAIOTCS B KHCTAX M CTONAaX, HO C MPOTPEecCHPOBaAHHEM
MOTYT 3aTparuBaTb COCYAbI TOJOBHOTO MO3ra, IMOYEK, cepiaua, JErkKux M Jpyrux opraHos. B
uccienoBanuu [21] onucan ciydail mopaskeHUsl COCY/I0B TOJIOBHOTO MO3Ta y 45-neTHel nalueHTKu
¢ CCJI, uto yka3bIBaeT Ha CBsI3b T'€HEPATN30BaHHON (OpPMbI cuHApPOMa PeifHO ¢ TSKeIbIM TeUeHueM
3a00J1eBaHus U HEOIAronpUATHBIM IPOTHO30M.
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Cunapom PeitHO MokeT codeTaTbCs C JHAOKPUHHBIMU 3a00JIC€BaHUSIMH, TaKHUMH Kak
MATOJIOTMM  IIUTOBUIHOM JKene3bl, MNapallUTOBUIHBIX Kejie3, HaJIMOYeYHUKOB, runopusa u
caxapHblii quader [22].

CylecTByIOT JaHHbBIE, YTO CUHAPOM PEiHO MOXKET OTMeuarbcsl y pPOICTBEHHUKOB IEPBOI
iy [20].

B HekoTOpBIX ciydasx OH SIBISETCS €IMHCTBEHHBIM CUMITOMOM SHIOKPUHHBIX HapyLICHUI
[14]. Kpome TOro, OH MOKET CONPOBOXKATHCS IPYTUMHU ayTOUMMYHHbBIMU 3a00seBaHusIMU. Onrcan
ciyyad cuHapoMa PeitHo y 77-71eTHEd NMalMeHTKH, Y KOTOPOM OHEMEHHUE IaJblLEB PYK, YTPEHHS
CKOBAaHHOCTh U 0OJIE3HEHHOCTh B KPYMHBIX CyCTaBax MpoTekaa Joiarue roasl, a guarno3 CCJ 6bu1
YCTaHOBJIEH JIOCTATOYHO TO3/HO, MOCJIE TOr0, Kak OOHAPY MM BBICOKHE TUTPBI aHTUTEN K SCI70
[23]. DT naHHBIE TOATBEPXKAAIOT, YTO CHHIPOM PEiHO — 3TO MyJIBTUIUCIHILIMHAPHAS TTpoOema,
TpeOyrolias y4JacTus CIEHUAINCTOB Pa3IUYHBIX MpO(QUIeH, TaKUX KaK COCYAHMCTBIE XUPYPIH,
TEparneBThbl, PEBMATOJIOTH, SHIOKPHUHOJIOTH U HE(POJIOTH.

OrpanunuenHas (mumutHpoBaHHas) ¢opma CCJ] yacTo MMeeT XpOHUYECKOE TEUYEeHHE H
NpOSBIAETCS CUHIAPOMOM PeitHo. IINOTHBIA OTEK KOXKM KHCTEH CUMTAETCS PAHHUM CUMIITOMOM
CCJl, a uHaypanus KoKd CUTHAJIM3UPYET O MporpeccupoBaHuu 3a0osieBaHus. Co BpeMEHEM Koxka
CTAHOBUTCA IUIOTHEE, TOJUIE, TEPSIEeT SIACTUYHOCTh, MOSBISAIOTCA YYacTKM THUIEp- H
JTUCIIMTMEHTAINH, a 3aTeM pa3BuBaeTcs arpodus [16].

VY NauueHToB C JUIMTEIbHBIM T€YEHHEM O0Jie3HH (POPMUPYIOTCS XapaKTEpHblE HU3MEHEHUS
JUIa U KUCTEH, BKIIIOYAsi aKpOOCTEOJIM3, YTO COIPOBOXKIAETCS yKOpauuBaHUEM M jaedopmanueit
nanbles [24].

[IpakTuuecku y BceX IMALMEHTOB CO CTOMKUM CHUHAPOMOM PeilHO pa3BuBaercs
CKJICPOAAKTWINS BCIEACTBHE (UOpO3a KOKM M OKOJIOCYCTaBHBIX TKaHEW, a TakkKe YacTo
HaAOJIOIAI0TCS TUTHTAIIBHBIC S3BBI, pyOIIbl B KOHTPAKTYypHI [25].

NHutepcTtunmansHoe nopaxenue jgerkux. C yBeIMYEHUEM MPOAOIKUTEIIbHOCTU CUCTEMHOMN
ckinepoaepmun (CCJl) Bo3pacTaeT yacToTa MOPAXKEHUS JIETKUX, YTO COMPOBOXKJIACTCS CHUKEHUEM
ux nuddysznonHoi cnocobHoctu. B nmuteparype onucan ciydaii couetanuss CCJl u peBMarouHOrO
apTpuTa y 57-IeTHell NMalMeHTKH, T1€ MOopakeHUe JIETKUX MPEeAIIEeCTBOBAIO PA3BUTUIO CHUHIpOMaA
PeliHO ¢ KO)KHBIMU M CyCTaBHBIMU MPOSIBICHUSAMU [26]. DTOT ciaydyail IpeICTaBIseT NPAKTUUECKUN
UHTEPEC, MOCKOJIBKY JIETOYHBIE MOPAKEHUS JTOMHHHMPOBAIN B KIMHUYECKOM KapTHUHE, B TO BpeMs
KaK OCTaJIbHbIE CHMIITOMBI OBLIM MajlOBBIpRXKEHHBIMH. B Mukpomnpenapare KoKy y MallMEHTKH C
CCJ1 Obu BbIsIBICHBI aTpodus SMUAEpMECA, CKIEPO3 BCEX CIOEB JIEPMbl C aTpopueil KOKHBIX
MPHUIATKOB U MOHOHYKJI€apHasi HHPWIBTPALKUs TOBEPXHOCTHBIX CIOEB AepMbI [26].

OnnuM w3 Haubosiee Cepbe3HbIX MposiBIeHU mnopaxenus nerkux npu CCJl sBusercs
uHTepcTuimanbuoe mnopaxkenue Jerkux (MIUI), woropoe wnabmiomaercss mpumepHo y 30%
MalMeHTOB U YacTO CTAaHOBUTCS MpUYMHOW cmeptHOcTH [2, 27]. Ha pannumx cramusx CCJ
JIETOYHBIE CHMIITOMBI MOTYT OTCYTCTBOBaTb. Hepenko y TakuxX IAUMEHTOB pa3BUBAETCA
Hecnienuduyeckas HMHTEPCTUIMATbHAs ITHEBMOHMs, KoTopas TpeOyeT TOCIUTAIN3alud |
BBISIBIISIETCS] TIPU KOMIIBIOTEPHON ToMOrpaduu opraHoB rpyaHoit kietku [28]. 1o apyrum naHHbIM,
vactota UTLJT mpu CCJ] nocturaer 65-70% [29].

Crnenyet ormetutsh, yro UI1JI vame BcTpeuaercs y appoamMmepukaHIeB, a TakKe Y MallMeHTOB
¢ muddysnoit koxuoi ¢opmoit CCJ] wiu B mpucyTCTBUHM aHTHTEN K Tomou3omepasze 1 (Scl-70).
UccnenoBanus moxkaseiBatotr, uto HWIIJI npu CCI mnposiBiasieTcsi, Kak MNpaBWIO, OJBIIIKOMH,
MaJONpPOAYKTUBHBIM  KallJleM M  Heclneuu(puuecko  HMHTEepPCTULMAJIBbHOW  MHEBMOHMEH,
IUarHOCTUPYEMOM C IOMOMIbI0 KOMIIbIOTepHOW Tomorpaduu [27]. BaxHO mNpoBOAUTH
middepennnanbayo auarHoctuky mexay WILIL, oOycnosinennsiM CCJl, M umanonaruueckum
JIETOYHBIM (PrOPO30M, MMOCKOJIBKY TAKTHKA JICUEHHUS B 9TUX CIIydasx pa3jindHa [26].
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Pa6ota JI. I1. AnanseBoit (2018) moguepkuBaet, uto nH(PeKMOHHBIE ocaokHeHus pu CCJ]
BO3HHUKAIOT peXe, YeM MpHU JPYrUX UMMYHOBOCHAIUTEIbHBIX peBMaTnueckux 3aboneBanusx [30].
OcoOblii uHTEpeC BBI3BIBACT MOBBIIICHHAs YacTOTa pa3BUTHS paka JIETKUX Ha (QoHe
CKJIEPOJIEPMUYECKOTO ITHEBMOCKJIEPO3a. B 0IHOM M3 KOrOPTHBIX UCCIEIOBAHUM YCTAHOBJIEHO, YTO
pak Jerkux yame Bctpedaercss y myxuuH ¢ CCJl, a Takke y MalueHTOB ¢ UMMYyHOIoOynuH G-
antutenamMu K aHtureny Scl-70 [31]. Takum oOpa3om, pHUCK pa3BUTHUSA 3JIOKAY€CTBEHHBIX
HOBOOOpa3zoBauwmii terkux y nanuentos ¢ CCJ B 3—5 pa3 Bblle, yeM B 001IeH MOMYISAIHH.

Panee O. A. LlBetkoBa u coaBT. (2014) onucany KIMHUYECKUN citydail 63-JIeTHEero manueHTa
¢ CCH, y xoroporo 3a0ojieBaHHE HW3HAYAIBHO TMPOSBISLIOCH CHHApOMOM PeliHo, a 3arem
MPUCOETUHIIINCH PECITUPATOPHBIE CUMIITOMBI [32].

MHorue ucciiejoBaTelld 0TMEYAloT, 4To O1arofaps COBPEMEHHBIM METO/IAM TEPAIUU TIKEII0€
nopaxenue nouek npu CCJI crano BcTpedarbcsi pexe, B TO BpeMs KaK JIETOYHbIE U3MEHEHHUS CTallu
0oJiee 3aMETHBIMU B KIIMHMYECKOW KapTuHe [33]. B HacTosIee BpeMs Mpo0IKaI0TCs KITMHUISCKHUE
ucce10BaHusl, HanpasieHHble Ha oueHKy Teuenust M npu CCJ [34].

Topaoicenue nouex. Ilporpeccupyromiee TeueHue cucteMuoit ckiuepogepmun (CCIl) npuBoaut
HE TOJIILKO K HEOOpaTuMbIM (UOPO3HBIM HM3MEHEHHSM KOXKH, HO TaKKe K MOPAKEHHUIO TOYEK,
cepaua, KeIyJ0YHO-KUILEUHOTO TPaKTa U APYrux opraHoB. COrmacHO JaHHBIM OTAEIbHBIX aBTOPOB,
nopaxxenue nouek npu CCJl BoisiBisiercs y 19% nanmenTos [35].

Mopdo-pyHKIIMOHAIEHEIE HW3MEHEHHSI T0YEeK, OCOOCHHO B Cllydae paHHEH ¢araibHOI
(opMBI, N3BECTHOW KaK «UCTHHHAS CKIIEPOIEPMUYECKAs MOYKa», SBISIFOTCS OJHON M3 OCHOBHBIX
MPUYMH CMEPTH Yy OONBHBIX ¢ OBICTpO Mporpeccupyroei ¢hopmoit 3adoneBanus [36]. Onucanbl
clly4ad, KOTJa pe3Koe yXyAlleHHWe (QYHKIUM MOYeK MNOTpedOBajo SKCTPEHHOro, a 3areM U
IporpaMMHOro remoauanusa [37].

CxiiepofiepMUYECKUN TOYEUHBI KPU3 MOMKET HpPOSBIATHCS TAaKUMU CHUMIITOMaMH, Kak
BHE3AIIHO BO3HMKINAs PETUHOMNATUsA, apTepuajbHas TUIEPTEH3Us, KIyOOuKoBas remMarypus,
IIPOTEUHYPHS, PELUAUBUPYIOIINN OTEK JETKUX, onurypus wim a"ypus [38,39]. Ilpu sTom,
CHIDKEHUE (QUIBTPALMOHHON (PYHKLMHU MOYEK MOXET HAOIoNaThCsl Jake MPU OTCYTCTBUU SIBHBIX
MIPU3HAKOB Mo4eBOro cunapoma [40]. B HeKoTOphIX ciydasx MOpa)KCHHE MOYEK U JIETKUX MOXKET
ObITh TiepBBIM nposiBieHueM CCJl, 4To mMOATBEPKIAIOT OMKUCAHHbIE KIMHUUECKHE CITydau, BKIII0Yas
HEIABHO ONMCAHHBIN ClIyyall aTUIIMYHOIO MIOYEYHOT0 Kpu3a y 63-neTHel nanueHTku [41].

OTMmeuaeTcsi TakKe BBICOKHI PUCK pa3BUTHSI OCTPOTrO MOBPEXKJEHHUS MOYEK Yy MAllMEHTOB C
CCH [42]. Baxuo y4HTBIBaTh, YTO TaKHE W3MEHEHHUs, KaK W30JIMPOBAHHOE CHIDKEHUE
GUIBTPAIIMOHHON QPYHKIIUY MTOYEK, PEHATFHOTO (PYHKIIMOHAILHOTO pe3epBa U YBETUUEHHUE UHEKCA
COIIPOTUBIISIEMOCTH MEXIOJIBKOBBIX apTEPUN, YKa3blBalOT Ha IPOTrPECCHUPOBAHUE XPOHUYECKON
6one3nn nouek [43]. Vxyamenne GyHKIMU MOYEK 3HAUUTETHLHO CHUIKAET OOIIYI0 BBDKMBAEMOCTH
mamuenToB ¢ CCJI.

B mocnennue roasl akTUBHO OOCYXAA€TCs POJIb COCYAMCTO-dHIOTETHANBHON NUChYHKIIUU B
narorenese nopaxeHus nouek npu CCJ. Takxe cnenyeTr yUuThIBaTh, YTO HA Pa3BUTHE AUCPYHKIIUN
MOYEK MOTYT BIMAThH AJTUTENbHBIA IPUEM JIEKAPCTBEHHBIX CPENICTB, TAKUX Kak D-NeHuIIaMuH U
HEeCTepOouaHbIE IPOTHBOBOCTIANUTENbHBIE MTpenapars! (HIIBII).

[Topaxenue cepaua. Ha pannux cragusx cucremHoit ckiepogepmuu (CCJ) cepneunbie
M3MEHEHHUS 4acTO OCTAIOTCSA HEIMAarHOCTUPOBAHHBIMM, YTO 3aTPYOHSET TOYHYIO OLIEHKY YacTOTHI
KapAMOBAaCKYJSIPHBIX OCIOKHEHUH. [1o maHHBIM mpeaplIyuX UCCAeI0BAHUM, YaCTOTa MOPAKEHUS
cepaua npu CCJI Bapsupyetcs ot 15% 10 35% [44].

llenenamnpaBiieHHble HMCCIEAOBAaHUS IMOKA3ajd, YTO KIMHUYECKHE IMPOSIBICHUS IMOPAKEHUS
cepaua npu CCJ] BkiatouatoT GuOpo3 MHUOKapAa KeTylaouyKoB, HApyIICHHs BO3OYIUMOCTH H/HIU
IIPOBOIMMOCTH, MUOKapIUT, IEPUKAPNT U CEPACUHYIO HEJOCTATOYHOCTS [43].
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Bricokast yacToTa 371eKTpUYeCKOoi HeCTaOMIbHOCTH MHOKap/a >KeTyJI04YKOB aCCOLMUPYETCS C
MOBBIIEHHONW CMEPTHOCTBIO, IPU 3TOM CepJiedHas HeIOCTaTOYHOCTh C TPYAOM IMOJJaeTCs Tepanuu
U CYIIECTBEHHO CHIDKaeT OOIIyro BeDKMBaeMocTb. Hampumep, B uccienoBanuu S. D. Maidman u
coanT. (2023) onucaH KIMHUYECKUN CIay4yaill TSDKEIOW CepleYHOM HEAOCTAaTOYHOCTH y 22-JETHErO
nanuenTa ¢ CCJl. OcoOeHHOCTh JaHHOTO Cy4as 3aKiroyanach B TOM, YTO MAIlMEHT paHee CTpaaal
OKUPEHUEM M TIEPEeHEeC YCIEUIHYIO JIaapOCKOMMYECKYI0 PE3EKLHUI0 KelyaKa, MOClIe Yero y Hero
pazBunace CCJ] ¢ mopaxenuem cepaua (CHIKEHHE (pPaKIUU BBHIOpOCA JIEBOTO HKEIYJO0YKa,
TUIIOKMHE3 CTEHOK) M JIeTKuX (TOBBILICHHWE JaBlieHUs B JierouyHoil aprepun) [44]. Takxke
POCCUICKHE HWCCIICJIOBAaTEeNId paHee onucaiu ciaydaid TyOepkyneza Jerkux Ha ¢oHe CCl,
NeOITHPOBABIICH HHPAPKTOM MUOKAp/a ¥ PELUIUBUPYIOITUM TUICBPUTOM [45].

[Topaxenust keinyJo4HO-KUIIEUYHOro TpakTa. CoIvVIaCHO JINTEpaTypHBIM JaHHBIM, 4YacTOTa
nopaxennii JKKT npu cucremuoii ckneponepmuu (CCJ) nocturaer 90-95% [21]. Haubonee yacto
CTpaJaeT MUIIEBOA, YTO 3HAUUTENIBHO YXY/IIaeT KaueCTBO KU3HU NalMeHToB. B uccnenoBanuu R.
Thonhofer u coaBropoB coolriaercs, yTo pedurokc-330(aruT BoIsBiIsieTcs Yy 77% NalMEHTOB ¢
CC/. Hapyuienus: MOTOPUKU AMCTAJbHOTO OT/ENIa MUIIEBO/A U U3MEHEHUS CIM3UCTOM XKelyaKa
3adukcupoBanbl y 85% u 92% manueHToB, COOTBETCTBEHHO [46].

Knunnyeckun mnopaxenuss mnumeoga npu CCI  mposiBIAOTCS M3KOTOH, OTPBIKKOM,
nucdarueid U 3arpyAMHHON Oonbio. B psije uccienoBanuid, mpu 3HIOCKOMUYECKOM OOCII€IOBaHUH,
CHIDKEHHBIM TOHYC HIDKHETO TMHIIEBOIHOTO C(UHKTEpa OOHAPYKEH Y BCEX MAIMEHTOB C PEQIIIOKC-
330¢haruTom, a Takxke y 64% marnueHToB 06e3 KIMHUYECKUX kanoo [47].

B pab6ore A. E. Kapareesa u coaBTopoB (2014) onucanpl KIMHUYECKHE, YHIOCKOITUUECKUE H
Mopdonoruueckue nposiBiaeHus nopaxkenus numesona npu CCJI [48].

B uccnenoBannu 479 mamuentoB (93,7% sxeHmmHbL, 6,3% MYXYHMHBI), 330(aruT BBISBICH
Oosiee yeM y TOJOBUHBI nanueHTOB. Y 20% OONbHBIX HAOIIONAINCh SPO3UM U S3BBI CIU3UCTOM
00OJIOYKM THUIIEBOAA, a JJIUTEeNbHOE TeYeHHe 3a00JIeBaHUS TOBBIINIANI0O PHUCK Pa3BUTHS
3HAYUTEIPHOW CTPYKTYpHOW mepecTpoiiku ciusuctod [48]. Kpome Toro, te ke uccienoBarenu
YCTaHOBWJIM YacTOTy nuiieBona bapperra y manuentos ¢ CCJl Ha yposue 20,1% [49].

3apyOexHble JaHHBIE TAaK)Ke YKa3bIBAIOT Ha KHUIIEUHYIO MeTaruiazuto y 18% manueHToB C
CCH [50].

CoBpeMEHHBIE HUCCIIEJOBAHMSI COCPENOTOYEHBl HA H3YYEHMHM HapyLIEHUH MOTOpPHO-
sBakyaTropHoi pyHkimu numesona npu CC/ [S51].

[Taimentam ¢ ycranoBieHHbIM quarHo3oM CCJl HEOOXOAMMO PEerysipHOE DHJI0CKOITHUYECKOE
oOcrieioBaHMEe JUIsl paHHEro BBIABIEHUs MNuiieBoga bapperra, mockonbky y 35-40% mnaunueHTOB
nopaxxeHue BepxHUX otaenoB JKKT moxer mporekarh 6eccMMNTOMHO. Takke MMEIOTCS JAaHHBIE,
YTO MOpPaXEHUS MUIIEBOAA U XKeJIyJKa BHOCIT BKJIaJ B Pa3BUTHE MHTEPCTULUAIBHOIO MOPaKEHUS
nerkux (UIJI) y namentoB ¢ CCJI [52].

Hapymienuss MOTOpUKM NHILEBOJA KOPPENUpPYIOT ¢ TshkecTblo TeueHus HUIIJI, a crenens
CHIDKEHUS TOHYCA MHILEBOJA CBSI3bIBAETCS C BOSHUKHOBEHUEM KUIIEYHOW MeTaruia3uu [S3].

B NpoCneKTHMBHOM MCCIEN0BAaHUM YCTAaHOBIEHO, YTO PUCK pa3BUTUS paka IUIIEBOAA Yy
MalUeHToB ¢ mnuuieBogoM bapperra coctaBisier 3% B rox B TedeHHE TPEXJIETHErO Mepuoaa
HabOmoneHus [31].

Baxxno yuutsiBath, 4to mipH pazButuu CCJl y MOXKUIBIX TAIIMEHTOB HEOOXOIUMO HCKITIOUYUTh
OIyXONleBYI0 Tpupoxy 3aboneBanus. B wuccrnegoBanuu W.B. Eropoma (2020) ommcan cmyuait
a/ICHOKapIIMHOMBI XKelyaKa y 64-j1eTHel MalnueHTKHu C OrpaHudYeHHOU (opMoOM CKiIepoAepMUu U
XPOHUYECKUM ayTOUMMYHHBIM THUPEOUTUTOM [54].

Panee cumranock, uro omyxoneBblie (Gopmbl CCJ[ BcTpewatorcss peako. OnmHako, Hpu UX
COYETAaHMM MOXKHO pacCMaTpUBaTh paszIUuYHble CIEHAPUM: pa3BUTHE 3a00JE€BaHUN MOXKET
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MIPOUCXOUTh HE3aBUCHMO; CKJIIEPOIEPMHUSI MOXKET ObITh MHIYLIMPOBaHA OIMYXOJbIO UM HA00OPOT;
OITyXOJIEBBI MpoIIecC MOKET ObITh CIIEACTBUEM HMMYHOCYIIPECCUBHOM Tepanuu [54].

CanenoBarenpHo, nanueHTsl ¢ CCI B MOXWIOM BO3pacTe IOJKHBI IIPOXOAUTH TIIATEIBHOE
o0ceoBaHme ISl UCKITFOYCHHS 3JI0KaueCTBEHHBIX HOBOOOpa3oBaHwmii [55].

Hapsiny ¢ nopaxenusamu XXKT, uarepec Bri3piBaet cBa3p CCJL ¢ COCTOSHUEM KOCTHOW TKaHWU.
Uccnenoanuss P. T. Anekneposa m H. B. ToponmoBoil Ie€MOHCTPHUPYIOT, 4YTO CHH)KCHHE
MUHEpaJbHOM TIoTHOCTH KocTed y manuentoB ¢ CCJl Bapwbupyer ot 32 go 77%, a uactora
OCTEOMOPOTUYECKUX mepesioMoB — OT 2% 10 38% [56].

K dakropam pucka ocreonoposa npu CCJ] oTHOCSTCS BO3pacT, MEHOIIay3a, H30bITOYHBIN BEC,
BbicOkHe ypoBHU C-peaktuBHoro Oenka (CPB), ¢uOpunorena, uHTepielkuHa-6, ATUTEIbHBIN
NPUEM TIIFOKOKOPTUKOUIOB, MHTHOUTOPOB IPOTOHHOM oMbl 1 Aeduiut Butamuna D [57, 58].

IIpusooum onucanue xaunuueckozo ciyyas. llanmenTtka A., 58 5eT, KUTEIbHHIA CEIBCKON
MECTHOCTH, OOpaTuiiach B KIMHUYECKYI0 0a3zy kadenpbl QaxynsreTckoid Tepanuu Keiproizckas
rocyaapcTBeHHas MmenuiuHckas akagemus um. M. K. Axyn6aeBa. JKamoObl mpu MOCTYIUICHHUH:
POrpeccUpOBaHUE N3MEHEHHUH KOXKH U YCHJICHUE OHeMeHHs Kuctei pyk (Pucynok 1).

"

Pucynok 1. YnnoTHeHue, NMUIMEHTAllMM, LIMAHO3 KOXHU KucTeld. HavanbHbIl OCTEONHM3 KOHLEBBIX
¢ananr. ®oro u3 apxusa U. T. Mypkamuiosa

AnamHe3 3aboneBaHusa. B TeueHue 3-X JeT cTpajaeT CyCTaBHBIM CHHAPOMOM C OOJIsIMU
IIPEUMYLIECTBEHHO B MEJKHUX CycTaBax, Kynupyembimu npuemom HIIBII. Ha nmporsxkenum 2 ner
OTMeUaeT YTPEHHIOI CKOBAaHHOCTh JUINTENbHOCThIO 1—-1,5 yaca. Panee oOpaianachk k TepaneBTy U
aHTUOXUPYpPTy, Ine Obul BbIABIEH cuHApoM PeiiHo. Ilepumomuvecku npuHHMMana TpeHTald U
alleTUJICATUIIMIIOBYIO KUCIIOTY C MOJIOKHUTENbHBIM 3(heKToMm.

O6cnenoanus. Jlexkabpp 2023 r.: moeimenune COD (60 mwm/4), amemus (Hb 115 r/m),
runepudpunorenemust (5,6 t/m), nossimenne CPb (10,6 wmr/m). PeBmaromansiii ¢akrtop He
noBbllieH. OTpHIaTeNbHble MapKepbl BUPYCHBIX renarutoB U cudmimca. OKI' u pentrenorpadus
OpraHOB TPYAHON KJeTKH 0e3 ocobeHHocTei. Y3/II" manbiieBbIX apTepuii: BRIpaXKCHHBIA Ba30CTIa3M.
Amnpens 2024 r.: noBeimenne CPb (48 wmr/m), COD 36 mm/4, kapTWHaA Ba3zocma3Ma MabIEBBIX
aprepuii npu Y3/I'. Hb 124 r/n.
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AnamHe3 ku3HM: 4 OEpeMEHHOCTH, BC€ TNPOTEKaTn O€3  OCIOKHEHHH, POJIbI
camocrosTensuble. Knmnmake nactynun B 38 net. [Ipodeccnonanbhas 1esaTenbHOCTh — XyAOKHHIIA
Ha npoTsbkeHuu 20 neT.

dusukanpHOE 00cnenoBanue: poct 160 cm, Bec 65 kr, UMT 25,3 xr/m?. PaguaibHble KOXKHBIE
CKJIaJIKM BOKpPYT pTa, TUOEpnUrMeHtanus, auddy3Hoe YIUIOTHEHHE KOXKH, JUTHUTAIbHBIC S3BBHI,
crubarenbHble KOHTPAKTYPHI MajbleB KUCTEH, YIUIOTHEHHE U MUTMEHTALUs KOXKU TOJIEHOCTOITHBIX
cycraBoB (Pucynok 2). Ilepudepuueckux orekoB HeT. AprepuanbHoe nasienue 100/60 MM pr. crT.,
UCC 72 yn/muH.

Pucynox 2. VYiloTHeHue, NMUTMEHTAIMH, IHAHO3 KOXH KucTed W crom. HawambHBIN ocTeonus
KOHIIEBBIX (ayianr u cron. ®oto u3 apxuea U. T. Mypkamuiiona

Jlaboparopusie manubie (mpu oOpamenun): Hb 120 r/m, COD 17 mm/4, TPOMOOIHUTEHI,
JEUKOIMTHI B HOpMeE. [leueHOUHbIe TpaHCAMUHA3BI, AIEKTPOIUTHI, KPEaTUHUH, JIUIHIHBINA TPOQUITH
— B Mpejienax HOpMbl. YpoBeHb BUTaMuHa D — 22,4 ur/min (ymepeHnslii nepunut). [laparropmon —
100 nor/mn (Hopma mo 75 mr/mm). AHTusAepHble aHTHTena Ha kinetkax HEP-2: nentpomepnoe
cseuenne, T>1:640, nearpomepnsiit nentug CENP-B nonoxurensapiii (++).

HNuctpymentanpabie uccnenoBanus: Y3/ cocynoB kucreii: kaptuHa Bazocnazma. OKI' u
PEHTI'eH I'PYIHON KJIETKH — 6e3 0coOeHHOCTEH.

Ha ocHOBaHMM W370KEHHBIX BbIIIE JAaHHBIX MAallMEHTKE BBICTABIEH KIMHUYECKMHA JMArHo3:
Cucremuas ckiepogepmusi, auddysHas ¢opma, XpOHHUECKOE TeueHUE, aKTUBHOCTH |l cremenwm.
CknepomakTiius, KaJdbIMHO3 MSATKUX TKaHEeW KHUCTed u crom, akpocteonns. Dubpo3nas
crubarenpHas koHTpaktypa |l-11l manbueB kucrei, runepnurMeHTanMs KOXKHU, Tel€aHTMOIKTa3HH,
cuaapom Peitno Il ct.

PexomennoBanHast Tepanusi: [TTIOKOKOPTHKOHBI, Ba30CENEKTUBHbBIE OIOKATOPHI KaIbIIMEBBIX
KaHaJIOB, AaHTHATPETAHTBHI.

3axmouenue. KiuHuyeckwil cimyyail HMHTEpeceH TeM, 4YTO CHCTEMHas CKJIEpPOAEpPMUs
Je00TUpOBalla CyCTaBHBIM CHHIPOMOM U CHHIpoMOM PeiiHo. OTMeueHO 3HaunTeNbHOEe CHUXKEHHE
BOCITAINTEIHHBIX MAPKEPOB MOCIIE 00CIEIOBAHMS, HO COXPAHSIINCH Ba30CIIACTHYECKHUE HAPYIICHHS.
OTO JIEMOHCTPUPYET BapuaOeIbHOCTh TEUEHHUs 3a00JIEBaHUS, KOTOPOE MOXKET TMPOTEeKaTh C
000CTPEHUAMHU U PEMHUCCUSMU
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HH(j)OpMMpO@dHHO@ coenacue Hda ny@mmuuio OnucaHus  KJiuHu4eckoeo cuyvasa u
UCNnoJIb306AHUA Me()uuuHCKux OaHHbIX 6 HAY4YHbLX YeJIAX NOJIYHEHO.

Hccneoosanue e umeno cnoncopckou noodepicku. Kongauxm unmepecos omcymcmeyem.

Aemopvl Hecym NOIHYIO OMEEMCMEeHHOCMb 3d NpedoCmasieHue OKOHUAMENbHOU 6epcull
pyKonucu 6 neuams. Bce aémopvl npunumanu yuacmue 6 pazpabomxe KOHyenyuu cmamou u
Hanucanuu pykonucu. OKoHuamenvHas epcus pykonucu oOvlia 0006peHa ecemu agmopamu.
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