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*CuUcTeMHas ckaepoepmmsa - 3To 3abosieBaHMe,
3aTparvsatoliee pasJ/iMyHble opraHbl, B OCHOBE KOTOPOro
NNEXNT UBMEHEHUE COEAMHUTEIbHOU TKAHM C
npeobsiagaHnemMm drbposa U nopakKeHue KPOBEHOCHbIX
COCY/ZI0B MO TUNY 0OAUTEPUPYIOLLErO dHAAPTEPUMTA.

*YacToTa BCTPEYAEMOCTM CUCTEMHOM CKJIEPOAEPMUM
cocTaB/ifeT NpMoan3nTenbHO 12 cayyaeB Ha TMH
HaceneHna. XKeHwWwuHbl 601el0T B CEMb pa3 yvalle, Yem
MY>XUYMHbI. 3a601€BaHUE Hanbosiee pacnpoCTPaHEHO B
Bo3pacTHoM rpynne 30-50 ner.

*Knaccudurkaums

*MNo mMexayHapoaHoM KnaccmduKaumm 6onesHeit MKB-10,
CMCTEMHAasA CKIepoAepPMMS MMEET ABE MNo/-(HOPMbl:

* Inddy3Has

* ImmmTmpoBaHHas (CREST-CMHAPOM)



* MpUYUHBI CUCTEMHOM CKAEPOAEPMMM

* YacTo 3a60/1€BaHMI0 MPELIECTBYIOT TakKne aKkTopbl, Kak MHDEKLMM,
nepeoxaaxkaeHne, CTPecChl, yaaleHue 3y6a, TOH3U/ISKTOMUSA, FOPMOHAJIbHbIE
U3MEHEHMSA B OPraHU3ME KEHLIMHbI (6EPEMEHHOCTb, abOPT, KJIMMAKC), KOHTAKT C
TOKCUMYECKMMM XMMUYECKMMM BELLLECTBAMM, BaKLMHALMS.

* ToyHad NpUYMHA BO3HWMKHOBEHMSA 3a60/1€BaHMA HE yCTaHOB/IeHA. B HacToswwee
BPEMA OJJHOM M3 OCHOBHbIX ABNAETCA TEOPUA rEHETUHECKOM
NpeApacno/iIoXeHHOCTU. YCTaHOBNEHbI CEMENHbIE C/lyYam 3a6osieBaHMs. Kpome
TOro, y poACTBEHHMKOB 3a00/1E€BLUErr0 BbISIBASETCS 60/1€€ BbICOKAs YacToTa
Pa3BMTMA PYrnx peBMaTUYECKMX 6oNe3HeN (PEBMaTOMIHbIM apTPUT, CUCTEMHASA
KpacHas BO/14aHKa) Mo CpaBHEHMIo C obLien nonyasumen. B nonb3y teopum o
BMPYCHOM BO3J€MCTBUM FOBOPMUT BbIIBIEHUE U3MEHEHMA UMMYHMTETA,
CBA3aHHble C [1eATe/IbHOCTb0 BUPYCOB (OCOGEHHO PETPOBMPYCOB M reprec-
BMPYCOB). HO KOHKPETHbIM LWTaMn BMPYCa, Bbi3bIBAOLMMK CUCTEMHYIO
CKNepoAepMMIO, NMOoKa He HauJEH.

* PasBUTME BOCMANEHMA MENKMX COCY/I0B MPMBOAMT K pa3pacTaHMIO BOKPYT
HWX KonnareHa u hubpo3HOM TKaHM, a TakkKe cneumduyeckoe M3MEHEHUE MX
CTEHOK — YTOJILLEeHMNe, NoTePA MMM SNACTUYHOCTU, BO3MOXKHO AaxKe NoJsiHoe
3aKpbiT1E NPOCBETA MEJIKUX COCYA0B. T M3MEHEHMA, B CBOIO OYepelb,
NPMBOAAT K HapYLUEHMIO KPOBOCHABXEHUA BCEX OPraHOB U TKaHEeM, BOB/IEYEHHbIX
B MATOJIOrMYE€CKUM npouecc. HegoctatoyHoe KpOBOCHAGKEHUE TKaHeN NpuBOANT
K UX MCTOHYEHUIO (HanpUMep, CAM3UCTbIX MULLEBOAA M XKenyaKa), UK,
HaNpoTMB, YTOJILEHMIO (CTEHOK a/lbBEO/ B JIETKMX), HApYLUEHWIO MX OCHOBHbIX
(pYHKLMM (BCacCblBaHMA B XKeNYyJ04YHO-KMLLEYHOM TPaKTe, BbiBEJlEHME
YIrNEKUCNOTbI JIEFKMMM, COKPALLEHNE MbILLEYHbIX BOJIOKOH).

*STnonormsa



* Y3mMeHeHHe COCYA0B KMCTEeM PYK NPUBOAMUT K PasBUTUIO CMHAPOMa PeliHo —
PE3KOoro CoCyAMCTOro crnasma C NnoxosoAaHMeM M 60/1bto B nasblax. Eue
OAHMM CneuMdUYECKMM NoparKEHUEM ABNAIOTCA CYCTaBHblE U3MEHEHUSA MpU
cknepoaepmmmn. MposBASAIOTCA OHW BOCMAZIEHMEM C [0BOJIbHO GbICTPbIM
HapyLUeHMeM MOABMKHOCTM CyCcTaBoB M hOPMMPOBAHMEM, TaK Ha3blBaEMbIX,
KOHTPaKTyp, TO €CTb HE06paTMMOMN TYronoABUNKHOCTM U3-3a pa3pacTaHms
(p1MBPO3HOM TKaHM B CyCTaBE M MNOTEPU 3/TACTUYHOCTM €€ KarcCy/bl.

* U3 BHYTPEHHMX OPraHoB MpM CKAepoAepMMM Hanbosiee HacTo
nopaxarTcs NoYKU, Nérkme, cepaue. M3MeHeHUsa B HUX NMPUBOAAT K CHUNKEHUIO
BCceX PYHKUMM opraHa. Hanpuvmep, Npy NopaykeHMM NoYEK 3TO NPOsABAAETCS
HapacTaHUEM NOYEYHOM HEAOCTAaTOYHOCTU. B pe3ysibTaTe pa3BMBAETCS
06LLas8 MHTOKCMKaLMA OpraHM3mMa B COMETAHMM C NOTEPEN 6eJIKa M MOHOB.

* BOJILLUMHCTBO M3MEHEHWIM MPU CKNEPOSEPMUM — HANPUMEP, MbILLEYHbIE M1
KOCTHble 60711, — MOI'YT HAaNOMMHATb
NPOSIB/IEHMA PEBMATM3MA U/IM PEBMATOMAHOIO apTpuTta. AnddepeHumanbHas
AMArHOCTMKA C 3TMMM 3a601€BAHMAMM NPOBOAMUTCS Ha
OCHOBaHWM PEHTIEHOJIOrMYECKOro MCCNEAOBAHUA M UMMYHHbIX TECTOB.

*KnuHuKa



*TMopaykeHne KoM ABNAETCA CaMbIM XapaKTepPHbIM
MPM3HAKOM CMCTEMHOM CKNEPOJEPMUM U BCTPEYAETCA Y
60/IbLUMHCTBA NauMeHToB. [epBoHa4asibHO NoparkaeTcs Koxa JmLua
M KUCTEM PYK. B TUNUYHBIX CayYasax CKAepoaepMHUYECKUE
M3MEHEHUA NPOXOAAT CTaAUM YNJIOTHEHMA KOXKM 3a CHET OTEKA,
3aTeM NPOMUCXOAMT MHAYPALMA (YNIOTHEHWUE KOXM BCeCTBUE
(p1bpo3a) U YacTuyHaa atpoduma TKaHeM. Mpr 3TOM KoxKa Ha uLe
CTAHOBMTCA MJIOTHOM U HEMOJBUKHOM, 3a CYET €€ HaTAKEHMSA
(DOPMUPYIOT Glmlis . =
npuobpeTae




*CKNepoJaKTUAMA TaKKe ABNAETCA XxapaKTEPHbIM MPM3HAKOM
3a60s1eBaHuA. pn1 3TOM popMMPYeETCA YNJIOTHEHNE KOXKM
KMCTEW C pa3BUTHMEM AedopmaLmu nanbleB
(«CoCUCKooOpa3Hbie» nasiblbl).

CKknepodakmusaus




P Hapsay ¢ ynnoTHEHMEM KOXKM TaKKe BbIABNAOTCA TPOPUYECKME HAPYLLUEHMS B
BMAE M3bA3BNEHMM, HAFHOEHUU, AedOpMaLIMM HOFTEBBIX MNJIACTUHOK M
nosaBJIeHWe o4Yyaros 006J1biICEeHMUA.

CocyaucTble HapyLUeHMA ABJIAITCA CaMbIM YacCTbIM HaYya/lbHbIM MPU3HAKOM
3abo/ieBaHMA. Hanbonee pacnpocTpaHeHHbIMKU ABAAIOTCA Ba3ocnacTMyeckue
Kpu3bl (CMHAPOM PelHo). Tpu 3ToM noa AEUCTBMEM X0J104a, BOJIHEHUA MU
MPU OTCYTCTBUU BHELUHMX NPUYMH BO3HMKAET CyXKEHME MEJIKMX COCYZ0B, KaK
NPaBW/I0, KUCTEN PYK. ITO COMPOBOXKAAETCA OHEMEHUEM, no6nep,HeH|4eM nlz
AaXKe NOCMHEHUEM KOHYMKOB MasibLeB. lpu nporpeccupoBaHmm 3a6o/1eBaHMA
3a CYET MILUEMMM TKAHEM HA KOHYMKaxX MasibLeB 06pa3yloTca AIMTENbHO
He3aXKMBatoLMe A3Bbl («KPbICUHbIE YKYCbl»). B TAXe IbIX Cy4yaax pa3BUBaeTCA
HEeKpo3 nocsieaHux anaHr nasbLes.




*MoparkeHne cycTaBoB FIpOﬂBﬂFIeTCﬂ
6019MM B HUX, YTPEHHEN
CKOBAHHOCTbIO, TEHAEHUMEN K
crmbatesibHbIM JedopMaumam 3a |
CYeT YNJIOTHEHUA 1 aTPO(PUM TKaHE
BOKpPYr cycTtaBa. [1pu owynbiBaHUN g4
NopaXeHHbIX CyCTaBOB HaJ HUMMU
BO3MOMXHO onpeaesieHUs WymMa ..
TPEHUA CYXOXMAUNA. [NA CUCTEMHOM
CK/IepOAEPMMU XapaKTEPHO ;
YNJIOTHEHME MBbILLL, & TaKXe MUX
atpodua. 3aboneBaHMeE KOCTEU
NPoABAAETCA OCTE0/IM30M
(paspyLLUEeHMEM) KOCTEM NabLEB C
YKOpoYeHUeM dasiaHru.

*0Ocmeosau3 ducmasbHbIX HanaHe
nasbuyes



*Hanbonee yAa3BUMbIMM OpraHamu NMULLEBAPUTENIbHOM CUCTEMBI NPU
CMCTEMHOM CKNEPOAEMUMN ABASIOTCA MULLEBOA U KULLEYHMUK. B
MULLEBOJE 3a CYET YNJIOTHEHUA E€ro CTEHKU hopMUpyeTcs
CKaepoTu4yeckas aedopMaums C HapyLleEHMEM HOPMAJ/IbHOIO Naccarka
nuLM. MNauueHTbl NpeAbABAAIOT 3Ka06bl Ha OLyLEeHWe Koma 3a
rpyZMHOM, TOLUHOTY, M3}KOTY, No3biBbl Ha pBOTY. MpK 3HAYMTEIbHOM
p,ed)OpMaLl,MM MOXKET NoTpeboBaTbCs XMPYpruyecKasa onepauusa aas
PaclUMpeHMs NpocBeTa nuuieBoaa. KueyHMK nopaxaeTcs pexe, HOo
CMMMTOMbI €10 3a60/1€BaHNA 3HAUYMTE/IbHO CHMXKAIOT Ka4eCTBO XM3HM
nauueHToB. B knnHMueckom KapTMHe npeobaajatot 60M, amMapes,
CHMXKEHME Macchl Tena. Jna noparkeHMa TONCTON KULLKKM XapaKTePHbI
3amnopbl.

*MoparkeHne Nerkmux B HacToALLee Bpems BbIXOAMT Ha NEePBbIX MJ1aH
cpean NPUYMH CMEPTHOCTM BOJIbHBIX C CUCTEMHOM CKIEPOJEPMUEN.
XapaKTepHbl /1Ba TMNa NMopaxeHua JIerkKnx: MHTepCcTMLuaibHoe
3ab60/s1eBaHMe -(pMOPO3MPYIOLLMIA aIbBEOUT U ANDDY3HbIN
MHEBMOCK/IEPO3, a TaKXKe JierovyHas runepTeHsna. BHewHue
NPOAB/IEHUA UHTEPCTULMA/IBHOMO NOPaXKeHMA HecneunpuyHbl 1
BK/IIOYAIOT B C€6A OJbILLKY, CYyXOM Kallesib, 06LLY0 C/1aboCTb, BbICTPYIO
YTOMIA€MOCTb. JlerovyHasa runepreHsus I'IpOFlBJ'IFIeTCFl
NporpeccupyoLen opblLLKOM, (POPMMPOBAHMEM 3aCTOA KPOBU B JIErKMUX
1 CepAiIe4YHOM HEOCTAaTOYHOCTbI0. HepeaKo TpoM603 IEroYHbIX COCY/10B
M OCTPas MpaBOXKeNy/J0MKOBAs HEAOCTATOYHOCTb CTAHOBUTCA NPUYMHOM
CMepPTH 6O0JIbHbIX.



“J1nA CKNepojepMMM XapaKTEPHO NopaxKeHWe BCeX C/I0EB
cepaua. lMpwu pnbpose M1oKapaa cepALe yBeMUMBAETCH B
pasmepax, hOpMUPYETCA 3aCTOM KPOBM B MOJIOCTSAX C Pa3BUTHE
cepAeyvHon HeoCTaToMHOCTU. OYeHb YacTo M3-3a HapYLUEHMUS
MHHEPBALWM YBESIMYEHHOTO CEPALA Y MALMEHTOB BO3HWKAIOT
apUTMMU. ApUTMMM SBNAIOTCA rN1aBHOM NMPUYMHOM BHE3AMHOM
CMEpTH Y 60JIbHbIX CKnepoaepmuen. Mpu ckaepose KnanaHoB
cepaua doOpMUPYHOTCA NMOPOKM MO TUMY CTEHOTUYECKUX. A Npu
1bpo3e nepmKkapa pasBUBAETCA aJre3nBHbIN NEPUKAPAUT.

*B 0CHOBE MOPaXEHMUA NOYEK NEXUT CKIEPO3 METKMUX
KPOBEHOCHbIX COCY/ZI0B C pa3BUTUEM ULLEMUN U TUOENN KNIETOK
noyvek. [pu nporpeccupyoemMm BapmaHTe CKaepoaepmmu
4YacTO pa3BMBAETCA MOYEYHbIM KpU3, AJ1 KOTOPOro
XapaKTePHO BHE3aMNHOEe Ha4yano, 6bICTPOE pa3BMTME NMOYEYHOM
HE0CTAaTOYHOCTM U 3/IOKAYECTBEHHOM FMNEPTOHMMK. Ans
XPOHMYECKOro BapMaHTa CK/1IepolepMUM CBOMCTBEHHO
YMEPEHHO BblpaXKEHHOE U3MEHEHME MOYEK, KOTOPOE A0JIroe
BpeMA ocTaeTcA 6€CCUMNTOMHbBIM.



* JInarHo3 CUCTEMHOM CK/IEPOAEPMMM ABNAETCA JOCTOBEPHBIM MPU
Ha/IMYMM OAHOTO «BONbLLIOIr0>» MM ABYX «MaJlblX» KpUTEPUEB
(AMepUKaHCKas KoNlerms peBMaToJ/1oroB).

* o «BOJIbILON>» KPUTEPUI:

- MPOKCUMAJIbHAA CKJIepoAepPMUA: CUMMETPUYHOE YTOJILLIEHME KOXMN B
06,1aCTH NanbUeB, C pacnpoCTpaHEHMEM NPOKCUMAJIbHO OT MACTHO-
dasiaHroBbIX M MAKKCHEMaNaHroBbIX CyCTaBOB. M3MEHEHUA KOXM MOryT

HabAATbCA Ha NULE, LWEU, TPYAHOM KNETKE, KMBOTE.

e «Manblie» KpUTepum:

- CKNepoJaKTHIMA: NEPEYNCIEHHDIE BbillE KOXKHbIE M3MEHEHMS,
OrpaHMYEHHbIE NaJibLamM.

- AurntanbHble pyGUMKM-YYACTKM 3aMaZ€HUA KOXM Ha AUCTaJIbHbIX
chanaHrax nasbLUEB MM NOTEPS BELECTBA NOAYLIEYEK Na/lbLEB.

- ABYCTOPOHHMM 6a3a/ibHblM NHEBMOMOPO3; ceTYaTblE UJIM IMHENHO-
y3/10Bbl€ TEHWU, Hanboiee BblpaXKEHHbIE B HUKHMX OTAENAX NEFKUX MpU
CTaHAapPTHOM PEHTrEeHOJIOrMYEeCKOM 06Cne0BaHMM; MOFYT ObITb
NPOSABJIEHMA MO TUMNY «COTOBOI0 JIEFKOro>.

* InarHOCTMKaA



OCHOBMHLIE NPH3HAKN

JIONOMMTErsHLE NPASHAKN

lNepuepuveckue

CKNepofepMHiecKoe NopaxeHne Koxu
Cuvuapom PeiHo

CyCTaBHO-MBILLEYHBIA CUHAPOM
Ocreonus

MMNepnurMeHTaumMa Koxu
Teneanrnaxraaum
Tpoduueckue HapyleHua
MNonwaprpanrum

KanbumHo3s NonuMuanruy, NONUMKHUO3NT
Bucuepanshsie
bazansHui nHeemodPubpos NwmdaneHonarus

KpynHoouaroBs#l Kapauocknepos
CknepoaepMmuyecxoe nopaxenue
NUWEeBaPUTENLHOIro Kasana
Ocrpas cxnepoaepMuyeckan
Hedponarus

Nonuceposur
XpoHuweckan HedponaTtua
MNonuuespur, nopaxexve UHC

JlabGoparopHwe

Cneunduyeckne aHTuHyKNeapHeie aH-
mrena (aHTu-CKJ1-70 ¥ aHTUUEeHTPO -
MEPHHIE aHTUTENAa)

Yeenuuenne CO3 (Gonee 20 mm/4)
MnepnpotenHemun (6onee 80 r/n)
MwneprammarnobynuHemmn

(Gonee 23%)

Avturena K JIHK nnm anruHyxneapHsin

daxkrop
Peemaronauuid paxKrop

* IMarHoCTUYECKMUE NMPU3HAKM

cMcTeMHoM cknepoaepmmum (H.T.
['yceBa, 1975)



* Bo/IbHbIM CKlepoJepMMelt peKoMeHayeTcH C06/1104aTb ONpeAe/IeHHbIN PEKMUM:
M3beratb NCUXO3MOLMOHAJIbHBIX MOTPACEHMN, ANUTENBHOIO BO3AEMCTBUA X0a04a U
BMOpaumm. Heob6xoAMMO HOCUTb OA4EXKAY, COXPAHAIOLLYO TENA0, A8 YMEHbLUEHUA
4aCTOTbl BO3HWMKHOBEHUA U BblpaXK€HHOCTU NPUCTYMOB Ba3ocnasma.
PekoMmeHayeTcs 6poCUTb KYpUTb, OTKa3aTbCA OT KOheMHCoaepKalmx HanmMTKoB, a
TaKXe OT NpenapaToB, Bbi3blBAKOLMX CYXKEHUE COCYA0B: CMMMNATOMUMETUKM
(3dbeaprH), 6eTa-agpeH06/10KaTOPbl (METONPOION).

F OCHOBHbIMM HanpaB/1€eHUAMU JIeHeHUA NPU CKaepogepmMmn ABJAKOTCA.

* o cocygucTan Tepanua ANA NeYeHns cMHApoma PeliHo ¢ npu3HaKamM MeMum

TKaHeW, IeroYHoM rMnepTeH3umn M HepporeHHoM rmnepToHMm. NMpUMeHaTCS
MHIMOUTOPbI aHMMOTEH3MHNpPEBpaLlaoLero pepMeHTa (3Hananpun), 610KkaTopbl
Ka/ibLUMEBbIX KaHa/10B (Bepanammia) u npoctarnaHgmi E. Kpome Toro, ans
NPOdUIaKTUKM 06pa30BaHMA TPOMOOB NPUMEHAIOT aHTMarperaHTbl (KypaHTu).

* o NPOTMBOBOCNA/IMTE/IbHBIE MPEnapaThl Le/1ecoobpa3Ho Ha3HayvaTh Y3Ke Ha paHHMUX

CTaamuAX pa3BUTMA 3a60s1eBaHMA. PeKoMeHa0BaHbl HECTEPOMIHbIE
NPOTUBOBOCMANMTE/IbHbIE Npenapatbl (MbynpodeH), ropMoHaJIbHblE Npenaparbl
(npep,HmonOH) M UUMTOCTATMKM (UMKIodocdaH) No onpeaesieHHOM CXEME.

e /1na nogaBneHMa U3bbITOYHOro prbpoobpasoBaHMA MPUMEHAIOTCS
NEHULUITAMMH.

* XUpypruyeckoe neyeHmne CMCTEMHOM _CK/IepOAEPMMM 3aK/IKOHAETCA B YCTPAHEHWM
AeMEKTOB KOXM NYTEM NIACTMYECKOM ONepaLymm, a TaKKe YCTPAHEHUE CYKEHUS

nuweBsoza, amnyTtaumMm OTMEPLLMX Y4aCTKOB NaJibLEB. *
JleyeHHne



*Mpu 6bICTPONpPOrpeccupyoLLei opme
CKNePOAEPMMU NMPOrHO3 HEGNAONPHUATHDIN,
3a60/1eBaHME 3aKaHYMBAETCA JieTa/IbHbIM UCXO[0M
yepe3 1-2 roga nocsie maHudecTaumm gaxke npu
CBOEBPEMEHHOM Hayase JieyeHus.

*MNpu xpoHMYecKoM dbopmMe Npy CBOEBPEMEHHOM M
KOMMJIEKCHOM NIeYEHUU NATUNETHSASA
BbI)KMBAaeMOCTb cocTaBaisgeTt ao 70%.

*CucTeMHas ckaepoaepmMms. JleyeHme cUCTeMHOM
ckaepoaepmmn.mp4

*OCcNoXKHEeHUa U
NDOrHO3



*http: //www.vitaminov.net/rus-catalog zabole
vaniy-705308802-0-1201.html

*http: / /www.stormed.ru/diseases/rhe/ssd.php

*https: //voutube/109kF7 uMTM

*http: //www.medicalj.ru/diseases/cardiology/

952-sistemnaya-sklerodermiya Bpay TepanesT
CupoTknHa E.B.

*UCTOYHUKM



