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ONPELOENEHNE U
SIMNMOAEMUNOITION NA

CucremHas cknepogepmMus - yHuUKanbHasa HO30Morndeckasl eguHmua cpeam
MHOXeCTB 3aboneBaHnin, NOCKOSbKY OHa npeacTtaBnsieT codbom NpUpoaHYIo
MOJENb reHepanmM3oBaHHOro prbposa, xapakTepunsyeTcst MynbTUCUCTEMHBIM
nopaxxeHNnem opraHmama, BCreacTBMe Yero MMEET APKYH0 KINUHUYECKYIO
KapTUHY C Bblpa)XeHHON HEOAHOPOAHOCTLHO.

PacnpocTpaHEHHOCTb 3aboneBaHusa B pasnnyHbIX reorpadmnyecknx 3oHax u
9THUYECKUX rpynnax HeoguHakosa. [lepBnyHasa 3aboneBaemMocCcTb
konebnetcs ot 3,7 Ao 20,0 Ha 1 MiH HaceneHusa B roa. CCL nopaxaeT B
OCHOBHOM >XEHLLMH (COOTHOLLEHWUE XEHLUNH U MY>X4UH - 7:1). 3aboneBatoT
npemmyLlecTBeHHo nuua 30-50 ner.
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KITMHNYECKAA KAPTUHA

Kinmanueckast kaptuna CCJl nonumopdHa. B 3aBUCUMOCTH OT aKTUBHOCTH 3a00JIEBaHUs, CTAJIUM, BApUaHTa
TEYEHHUS U BOBJICUCHUS TE€X WJIA UHBIX OPTaHOB M CUCTEM MOXKET MPOTEKATh OT 10OPOKAYECTBEHHBIX U
OJIArONIPUATHBIX MIPOSBIEHUM JI0 arPECCUBHOTO OBICTPONPOrPECCUPYIOILETO TEUEHHS U KM3HEOMACHBIX
MYJIBTUCUCTEMHBIX TTOPAKECHUM.

1. Inddy3Hasi ckiepoaepMusi: XapaKTepHU3yeTcsi OICTPO MPOTrPECCUPYIOIIUM YTOJIIEHUEM KOXKHU

IPOKCUMAJILHEE JIOKTEBLIX H/WJIM KOJEHHBIX CycTaBoB. [Iporpeccupyromee u aud(Py3HOE MOPaKEHUE

KOKH KOPPEJIUPYET C O0Jee BBHICOKOM YaCTOTOM MOpaKeHUsI BHYTPEHHUX OpraHoB — ¢ (uOpo30M cepala u

JéeFKI/IX, MOPaXEHUEM TTOYEK U Pa3BUTHEM MTOUYEUHOTO KPH3a, BOSHUKAIOIIUM B TEUCHHUE MEPBBIX S JIeT
OJIE3HU

2. JIumutupoBaHHas ckiaepoaepmusi: uzpectHas kak CREST-cunapom: kanaeiuHo3 (C), heHomeH PeiiHo
(R), 330darur (E), ckneponaktumnus (S) u tenanrekrazuu (T), xapakTepuszyeTcsi yTOJIIEHUEM KOXKH,
OTPAaHUYEHHBIM JUCTAJIBHBIMU OTJCJIaMU KOHEYHOCTEW, JIMIIOM, IIEEH W BEPXHEW YaCThIO T'PYIHOMN
KJIETKU. M3HauallbHO CYMTAI0Ch, 4YTO 3TO OoJiee JoOpoKkadecTBeHHas (hoopMa 3a00JiIeBaHUSI, HO B HACTOSIIEE
BpeMs OOHApy>KEHO MHOXE-CTBO YIPOXAIOWMX JUId JKM3HM IOPaKEHWH OPraHOB-MUILEHEH, TAKUX,
KaK pa3BUTHE TSKEIbIX 330()aruToB, BHICOKAs PACIpOCTPAaHEHHOCTh JIETOUHOW apTephaibHOU
runiepren3un (JIAI'), koTopasi pu OTCYTCTBUU JICUEHHUS SIBJISIETCS CMEPTEIbHBIM OCJIOKHEHUEM B
Tedenne 5—10 Jier OONe3HN. Kpome Toro, mma nmamuentoB ¢ JIT-CCJl XxapakTepeH TAaKENbIN JIETOYHBIN
¢bubpo3 u pazputue heHomeHa PeitHo ¢ 0Opa3zoBaHeM OUTHUTAIBHBIX SI3B.

3. Crueponepmus 0e3 CKJIepoaepMbl (MIOPAKEHUE TOIHKO BUCLIEPATIBHBIX OPraHOB) — peakas Gpopma
00JI€3HU, KOTOpasi TUarHOCTUPYETCS NPUMEPHO B 2% ClTydaes.

4. IlepexpectHbie hopmel (overlap — cunapom) - CCJI coueraercs ¢ peBMaTOUIHBIM apTPUTOM,
CHCTEMHOW KPaCHOM BOJIYAHKOM, BOCITAJIUTEIbHBIMU MUOIIATUAMU U .

5. OBenuabHass CCJI - ¢ HagajoM 0oJie3Hu 10 16 JierT.



[MOPAXEHUE KOXW

TUNNYHbIE U3MEHEHMNA MPENMYLLIECTBEHHOW KncetoobpasHble MOPLLVHbLI BOKPYT pTa.
nokanmsaumen Ha nuue U KUCTAX NpoxoaaT ctagun TeneaHrmoakTasnm

NSOTHOIO OTeka, nHaypaumn n atpoumn; Hepeako oOHU
COYeTalTCsA C COCYyQMCTOM NaTosiorMen n TpouyecKknmm
HapyLUeHNAMU (U3bA3BIEHNSA, THOUHUKK, AedpopMaLns
HorTen, obrbiceHne).




OndpdoysHas runepnnurmeHTauma KOXKHbIX NOKPOBOB, Hepeako HabntogatoT ogHOBPEMEHHOE
Hapsiay € ydacTkamu genurmeHTaumnm nopaxeHne cnu3ncTbix obonoyek (atpodus,
YKOPOYEHUE Y30€e4KM A3blka U ap.).




CUHOPOM PEMHO

[AnnTensHO He3axuearoLme a3Bbl Ha KOHYMKax nanbLeB
(“KPBICUHbIN YKYC”)

[MocnegoBaTenbHO BO3HMKAOT NobeneHue, LmaHos u
NOKpaCHeEHNE narbLeEB PYK




3HAUUTEILHOE TOMOT€HHOE€ U HEPABHOMEPHOE PACIIUPEHUE
KanuIapoB (>20 MKM), pEayKIUs KaImUJUISIPOB C
(opMHUpPOBAaHUEM YYaCTKOM BOOOIIE€ JUIICHHBIX KallWIISPOB
(aBacKyJIApHBIE YUACTKH), a TAK)KE IPU3HAKK HEOAHTHOTEHE3a —
MOSIBJICHUE YPE3MEPHO U3BUTHIX, KyCTOBU/IHBIX KATUIUISIPOB.

Pentrenorpamma kuct. OCTE0IU3 AUCTAIBHBIX
dananr nansieB (L) u kanbiuHo3 Markux Tkaneu (C)
(cungpom Tubbepka—Beiiccenbaxa).

NORMAL pattern EARLY SSc pattern C
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[MOPAXEHUE OINOPHO-
OBUTATEJIbBHOI'O AIMNAPATA

CycTtaBHOW CUHAOPOM - NonuapTpanruu, CKrnepogepmMmyecknn
nonnMapTpuUT ¢ NpeobnagaHnemM aKccyaaTUBHO- _
nponugepaTmnBHbIX (PEBMATONOONOA0OHLIM apTPUT) UK -

donbpPO3HO-NHOYPATUBHBIX UBMEHEHUN, @ TaKXe
nepuapTpUToOM C pasBUTUEM KOHTPAKTYP.

[MopaxeHue ckeneTHbIX Mol npyn CCL 3aknto4vaeTcs B
HeBOCNanUTEeNbHOM Hernporpeccunpytowen pmnbposHon
MuonaTun unu B BoCNasrimTenbHOM MuonaTtun,




NMOPAXEHUE OPITAHOB
XENYOOYHO-KULWWEYHQLC
TPAKTA

Hawnbonee yacto (B 60-70% cny4aeB) HabniogatoTcs
nopaXxeHunst NULLEBOAA N KULLEYHMKA.

[TaTonorna nuwiesona xapakrepunsyetca ANdpdy3HbIM
pacLuMpeHnem nuesoda 1 Cy>KeHNEM ero B HUXHeEN
TpeTun, ancarnen, ocnabneHnem nepucTansTUKn m
PUrMOHOCTbLIO CTEHOK, Hannymem pedqritoKkca;
BO3MOXHO pa3BuUTUE NENTUYECKUX S3B U CTPUKTYP, a
TakXe rpbiKn NULLEBOAHOIO OTBEPCTUA Anadpparmoil.

[aTonormsa KMweYHnKa MOXET BKIoYaTh
CKIepOoAEPMUYECKUIA AYOOEHUT, CUHOPOM
Manbabcopbuumn npy NPenmMyLLEeCTBEHHOM MOPaXKeHUM
TOHKOTO KMLLEYHWKA, YNOPHbIE 3amnopbl (MHOrAa C
peLmanBMpyoLwen YaCTUYHON HENPOXOAMMOCTLIO) NpU
MOPa)KeHUU TONCTOM KULLIKW.

®IAC npu cMcteMHOM CKrepo3se.




NMNMOPAXEHUE OPTAHOB
ObIXAHUA

MopakeHne opraHoB AbiXaHNs OTMEYaeTCs
NpUMeEpPHO y 70% BOnbHLIX B BUAE o \

NHTEPCTMLUMaNbHOro 3aboneBaHns Nerkux nnm
apTepuarisHOW fIero4HON rMNepPTEH3UN.

U3J1 xapaktepHo ans audpdysHon CCL
GbicTponporpeccupytowero TedeHns. Ces3aHo ¢
passuTnemM prudpo3npyoLLEro anbBeonmTa 1
ondysHoro nHeBMopurbposa ¢ NpeNMyLLECTBEHHON
nokanunsauuen B 6asanbHbIX oTAenax ferkux, a
TakKe Hannmyinem cnae4vyHoro npotecca u
YTOSLLEHNEM MIEBPbI.

JlerouHas runepTeH3ua passusaetcs y 10-40%
bonbHbix CCL yepes 10 net u bonee ot Ha4yana

Biogy.com

3abonesaHnA 1 Yalle BO3HUKaEeT npu : ] BRI s Rosoe:

NMMMUTUPOBaAHHON OOpMe C ANUTENBHbLIM [TopaxkeHne nerknx rno Tuny 6asanbHOro

XPOHUYECKUM TEYEHMEM M NpeobnagaHnem NMHEBMOCK/1EPO34d, KNCTO3HOIO N1erkoro (Ha
COCYANCTOWN NaTororuu. peHTreHorpamme - «<MeoBble COTbI»).



[MOPAXEHWE NOYEK

OcTtpada HedponaTtust (MCTUHHAas
cKnepogepMmyeckas nodka) xapakrepusyercs
OYpPHBLIM PasBUTUEM MOYEYHON HEAOCTATOUYHOCTH
BCMeacTBMe reHepann3oBaHHOIO NopaXxeHus
apTepuon 1 apyrmx cocyaoB MOYEK C
BO3HMKHOBEHNEM KOPTUKaNbHbIX HEKPO3OB.




NMNMOPAXEHUWE CEPQO

[Mpn CC[L onucaHo nopaxeHue
BCEX TPEX CMNOEB cepaua:
MUoKap nopakaetcs B
83—-90% cry4aeB, aHaoKapa —
B 18-35%, nepukap — B
13-21%. YacTo BbigBNAKOTCA
O4YaroBbIV KapaMOCKIIepo3 C
NporpeccupytoLLen
XPOHNYECKON cepaevHomn
He4OCTaTOYHOCTbIO.
[TopaxeHne aHOOKapaa npu

CC[] xapakTtepusyetcd
KpaeBbIM CKINepo3oM r

Fibrous
area

Intact
myocardium

YKOpOYeHnem xopa
MUTpPArbHOro KnanaHa c
pasBMTUEM ero nposanca u
MUTpPanbHON
He4OCTaTOYHOCTMW.




HEBPOJIOITMYECKA#A
CUMINTOMATUKA

[TonMHEBPUTNYECKUN CUHOPOM.

Y 10% 60nbHbIX MOXET BO3HUKHYTb TpUremuHarnbHasi ceHcopHas
HeBponaTusi, NPOSBMAOLWAACA OOHO- UMW ABYXCTOPOHHUM OHEMEHWEM
nvua, MHorga B codeTaHum ¢ 0onbio U NapecTesnsmMu.

Y naumneHTtoB ¢ AP-CC[] yacto pasBmBaeTcs CUHOPOM 3arndacTHOro KaHana.

Y O6onblIMHCTBA NAUMEHTOB OTMeEYaeTcsl ncuxonatonornyeckas
CMMNTOMAaTuKa B BUAOE TPEBOIN, Aeripeccun, O6C€CCVIBHO-KOMI'IyJ'IbCI/IBHbIX
paCCTpOVICTB, CKNMOHHOCTb K comMaTum3aumn. HeckonbKko pexXe BCTpeYyaloTCH
KOTHUTUBHbIE HapyLUEeHUA U TMNMCUXoTnveckad CUMMNTOMaTuKa.



KnaccudukaymoHHblie Kputepumn cuctemHom cknepoaepmum no ACR/EULAR 2013

Mapawerpei _____________|Bapuawmuinpushakos |Ganie

MNMpKCcumanbHaa cknepogepma: - 9
CUMMETPUYHDBINA CKNEPO3 KOXU

obenx pyK NpoKcMmasibHee NACTHO-

danaHrosbix CycTaBoB

YNNOTHEHUE U YTO/LLEHUNE KOXKU Cknepegepma. 2
nanbues Manbubl gucranbHee 4
NACTHO-$aNAHrOBbIX
CyCTaBOB
AurutanbHaa nwemma A3BOYKM 2
Py64nKku 3
TeneaHrnoskrasum - 2
Kanunnapockonuyeckue usmeHeHmsa - 2
NAT u/vnun UNN - 2
®eHomeH PeltHo- - 3
Cknepogepmuyeckme aHTuTena DocrosepHbin guarHos CCA,
(aHTUK- Scl 70. aHTULLEHTPOMEPHDIE, K ecnm cymma 6onee 9 6annos.

PHK nonumepase lll)



POJIb AYTOAHTUTEIJ B
cI'I;,E‘STOFEHEC%E N NMPOIMHOSE
1

Ta6nuua 1. AyToaHTUTena, reHeTU4ECKMe MapKepbl M KnuHMYecKan Kaptuia CCJ] [1]

A/T x anTHrenam HLA Knuenyecxue 0CO6LHHOCTH
DR5 (DR11), Ouddpyasas CCO.
3?:;::;:23:3? 33“”6 S6-70 DR3/DRW52, BbICTPONPOrpECCHDYIOWLEE TEHRHME.
DQ7 Dubp03 Nerkux
8211 Numutuposasnaa CCL.
AHTHUEHTPOMEDHbIS DOBl' MeaneHH0 NPOrpeccupyOLLee TEYEHHE.
DR4 y J1ero4Has rnepTes3uns
AHTH-PM-ScL, Overlap CC/I — AepMaTOMMUO3HT/NONMMUO3MT.
AHTH-U1 RNP, DR3/DRW52 MofocTPOE TEYEHME.
AHTH-U3 BRNP MopaxeHune Moy




JIEYERNE

OCHOBHBIE HaMPABJICHUSI METUKAMEHTO3HOTO BO3JICUCTBUS TIPU
CCII: cocynucTas, NpoTUBOBOCHAIUTENbHAS U aHTU(PUOpO3HAas
Teparusi.

Cocynucras repanus

brokaTopbl KaJIbIIMEBBIX KAaHATOB (AHTArOHUCTHI KaJbIIHs),
pexke BCEro TUTUIPONUPUIMHOBBIC MPO3BOIHBIC (TTIABHBIM
o0pa3zoM HUGETUITHNH), PEKOMEHIYIOTCS KaK Ipernaparhl MepBoit
JIMHUU, TIPENOUYTUTEIHLHBIMU SBJISIIOTCS JVIUTEIIHHO
JEUCTBYIOIINE aHTArOHUCTHI KaJIbIIUSI.

[Tpu HEahPEKTUBHOCTHU, WIIK HATTUYUU MPOTUBOMIOKA3AHUMN K
JICYCHUIO aHTATOHUCTAMU KaJlbIUsl, WJIU PA3BUTHUS
HEXKEJATEIIbHbIX SIBIIEHUN PEKOMEHIYETCS Ha3HAYCHUE
CEJIEKTUBHBIX HUHTMOUTOPOB DJ[I-5 THMA.

[Tpu HeahPeKTUBHOCTH NMEPOPATIBHOM Tepanuu (BKIHOYas
AHTArOHUCTHI KaJablUs U UHTHOuTOpHl DJ[D-5 TUNna), mpu
BBIPAKECHHOM CUHAPOME PEiHO PEKOMEHIYIOTCS IIPOCTAHOUIbI
(WIOMPOCT, aNNpoCTaand).
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IIpoTuBOBOCHANIMTENbHAS Tepanus npuMensieTcs B panHer ctaaun CCJ ipu
OBICTPOIIPOrPECCUPYIONIEM TEUYEHUU U BBICOKOW aKTUBHOCTH ITATOJIOTMYECKOTO MpoIiecca.

HIIBII B cTaHAapTHBIX TEPANEBTUUECKUX J103aX MOKA3AHbBI IS JICYCHUSA MBIILICYHO-
cyctaBHbIX nposiBieHu CCJlI, cTolikoi cyO(dheOpriIbHOM JIMXOPAAKH (BBICOKAS JIMXOPAIKa
s CCJl He xapakTepHa).

I IIOKOKOPTHKOU/IBI ITIOKA3aHbl IIPU IPOrpecCUpyromeM 1uddy3HOM NOPaKECHUU KOXKHU 1
KJIMHUKO-J1a00paTOPHBIX MPU3HAKAX BOCHAJIMTEIbHOM aKTUBHOCTH (apTPUT, TECHOCUHOBHUT,
MHO3HUT, Cepo3uT) B HeOobIuX (15-20 mr/cyT) no3ax. [Ipuém BBICOKHUX 103 MOXKET
YBEJIMYHUTH PUCK PA3BUTHS CKIEPOJICPMUYCCKOIO MOYECYHOIO KpH3a.

MeTtoTpekcaT 1MoKa3aH IPY BEIPAKEHHOM IIOPAKEHUH CYCTaBOB M MBI, IEPEKPECTHOM
dopme CC/I; cnocoOeH yMEHBIINUTh PACIIPOCTPAHEHHOCTh U BBIPAKEHHOCTh YIIOTHEHUS
KOXKH, HO HE BJIIMSET HA BUCLICPAIBHYIO MTATOJIOTHIO.

TpancmanTanus ayToI0rMYHLIX CTBOJIOBBIX KJIE€TOK MHOIZA C YCIEXOM IPUMEHSETCS
npu TsKENON, mporHoctudecku HednaronpustHo CCl, HO TpeOyeT CI0KHOM
pEABAPUTEIHLHON MOJITOTOBKH U TTOCJIEIYIOIIETO TIATEILHOTO0 HAOIIOACHUSI.

AMUHOXMHOJIMHOBBIEC MPenaparsl -, XJIOpOXHH (memarun®) mo 0,25 r/cyT
WA TUAPOKCUXJIOPOXHUH (TJIAKBEHUJI" ) HEPEAKO BKJIIOYAIOT B KOMILIEKCHYIO TEpaIuIo,
O0COOEHHO IIpU XpOHUYECKOM TeueHuu C



AHTU(UOpO3HAs Tepanus MOKa3aHa yxe B paHHel craauu quddyznoit CCI.

N3 rpynnsl aHTHPUOPO3HBIX CpeacTB HAUOOIbINUM ) PekToM 001a7aeT MeHMUMIJIAMMH (KyTTPEHWI U JIp.),
OKa3bIBAIOIIMI MHOTOCTOPOHHEE JEHCTBHE HA META00JIU3M COCTMHUTEIIbHON TKAaHU U aKTUBHO
MOAABJISIONTNN M30bITOUHOE (hOpoOpa3zoBaHue. ITO CPECTBO BHIOOpA IIPU OBLICTPOIIPOTPECCUPYIOIICH

ckiepoaepmun, 1ubPy3Hoi HHAYpaIUU KOKU U (PuOpo3e BHYTPEHHUX OPTraHOB.

Tabnuua 2. Jleyenue sucuepanbHbix nopaxexunid npu CCA

“Opran BHA nopaxenus Bun nevenns fipenaparsl
OubPOIUPYIOLMIA ANLBEONUT Lnknobocdamn
- A
Nporpammuei NO Wmmynocynpeccus TPIOKOKOPTHKOCTEPONS!
Nerkue bnokaga peyentopos 3T-1 bo3ewTan
Nler04Has runepTeHaNA Npocrarnarams I, Jnonpocrexon
MNpocrarnanams E, Annpocragun
Wrrubuyus ©f13-5 Cunpesadun
AMHOAAPOH
ApHTMKA AHTHADUTMUYECKHE NPENAPaTLI Bepanamin
Cepaue JKCCyRaTHBHbIR NEPUKAPAUT lporusosocnanuTensHoe Lnl%ﬁxop THEICTOPORAM
TpUMETasnanH
CepaeyHan HEAOCTATONHOCTL Kapanonporexyua PocHOKpEATHH
Kanronpun
Moykn Cxnepopepmuveckan Hedponatua | Wnruburope: ANO ansapun
Omenpazon
Pepmoxc-s3oarmr WHru6uTOps! NPOTOHHOM NOMNL! Nakconpaon
HKT Mansa6 POTaumroHHbIE AHTHONOTHKN gloxcuummun
i AHANO COMATOCTATHHA PRI
Oxrpeotna




Croacu00 3a BHUMauue!



