XapbKoBCcKUM HaunoHanbHbIM YHUBEPCUTET UM.
B.H. Kapa3uHa
MeauumHcknin pakynbrer
Kadeapa BHYTpEeHHEN meanLUHDI

JIeKUuMOHHbIe
martepuasnbl No
BHYTPEHHEN
meauunHe

*JinteuH A.C., acc.
Kadeapbl

| sAliguHOBa J.A.,

| acc. kadbeapbl

| *’XypaBka H.B., acc.
Kadeapbol

| sKaHuwesa E.B.,

‘ acc. Kadpeapbol




OnpepeneHue +

CucmemHasn cknepodepmusa (CCA) — 310 andpdpy3Hoe
CUMCTEMHOE NOJIMCUHAPOMHOE Nporpeccmpyroulee
3aboneBaHue, xapaktepusyrwuweeca pnbposHo-
CKNEePOTUYECKMMU U3MEHEHUAMMU KOXKMN, CTPOMbI BHYTPEHHUX
opraHoB (nerkux, cepaua, nodek, "KKT) n cumntomaTnkon
Ba30CNAaCTUYECKMX HapyLleHnn B popme cuHapoma PenHo.

B ocHose CC/] - n36biTOyHOE KoNnnareHoobpa3oBaHMe B
CBA3U C HapyweHnem GyHKUMOHUPOBaHUA pnbpobnactos ¢
NA/IbHENLLUM NOParKEHNEM MEJTIKUX COCYA0B.

CUHOHUM — CUCTEMHbI CKNepos.



ANnaemunonorus

e KeHWw K HbI BonetoT Yyaule B 3-7 pas, YEM MYKUYUHDbI.
eBo3pacTHOM NUK Havana 6one3nn — ot 30 o 60 nerT.
eBcTpevatoTca cemenHble cnydam CC/.

e DaKTOP pPUCKa - paboTa, CBA3aHHAA C AJINTENbHbIM OX1aXKAEHUNEM,
Bubpauunen.

e[1o yactote CC/] 3aHMMaET BTOPOE MECTO B CTPYKTYpe AndPy3HbIX
bonesHen coeaANHNTENBHOM TKAHU NOCNE CUCTEMHOM KPAaCHOM
BOJIYAHKMN.

e[lepBnyHan 3abonesaemoctb - 2,7-12 Ha 1 M/IH. HaceneHwus.
e[Iporpeccupytowee TedyeHmne CCLA npusognUT K pa3BUTUIO
HeobpaTMMbIX PMOPO3HBLIX USMEHEHUN C HApYLLEHUEM PYHKL MM
OpraHoB, YTO onpeaenAeT BbICOKYIO MHBaNAM3aLMIO OONIbHbIX U
obLW MM N1I0OXOM NPOrHo3 6one3Hu -
eJ/leTanbHOCTb - 1,4-5,3 Ha 1 mnH. HaceneHwusA.




TUONOTUA

3TNoNorma cknepoaepmmmnm HegoCTaToOYHO U3YYEeHa
(paKkTM4eckn — HemsBecTHa).

[Mpepnonaraetca mynbTUdaKTOpManbHbIN reHes,
0bycnoBNEHHbIV B3aUMOAENCTBUEM
HEBNAronpUATHbIX 9K30- U SIHAOTEHHbIX
daKToOpOB, C reHEeTUYECKOM
npeapacnosoKeHHOCTbIO
K 3aboneBaHuto.

http://ak5.picdn.net/shutterstock/videos/5790275/thumb/1.jpg



ITUONOrnA +

B nocnegHee Bpema npegnonaraerca, Yto
3TMonornyeckummn paktopamm CCI asnatorca:

e [eHeTUYeCcKaA NpPeapPacnosIoXKeHHOCTb - CoYeTaHue
onpeaeneHHbIX aHTUreHOB U annesnen CUCTembl
rmctocoemectmocTn HLA ¢ cucTeMHbIM CK1epo3om
(A9, B8, B27, B35, DR1, DR3, DR5, DR11, DR52 n C4A)

* UHDEKLUMNOHHbDbIe areHTbl - PeTPOBMPYCbI, repnec-
BUPYCbI.

e XumuuecKkue areHTbl (MpombilLEeHHble, ObITOBbIE,
aIMMEHTapHbIE)

e HeKoTopble neKapcTBeHHble cpeacTBa



e NTHPEKUMNOHHbIE areHTbl
e[lepeoxnaxgeHue

*[1CMXO3MOLMOHaNbHbIE CTPecChl "

e
—T
-
——ZI

p——

e TpaBMbl, XMPYPruyeckme maHunynaumm
eBo3pencTeme Bnbpaumnm

e KOHTAKT C KPEMHMEBOM Mbl/IbIO, HEKOTOPbIMU XMMNYECKUMMU
BellecTBaMm (opraHmM4Yeckme pacTBOPUTENN, TOKCUYECKME
Macna, XxJI0OpPBUHUN)

e[Ipyem HEKOTOPbIX JIEKAPCTBEHHbIX CPeACTB (LLUTOCTATUKU,
aHTUONOTUKMK)

*HeMpOo3HAOKPUHHbIE HAPYLIEHUS, U3SMEHEHUA
ropmoHanbHoro ¢oHa (bepemeHHOCTb, abopTbl, KIMMAKC)

e Anneprusaums, BakuMHaUMA

http://jameshudnall.com/aa/wp-content/uploads/2016/01/Trigger-Eventl.jpg



[laToreHes

*‘U3meHeHna obmeHa coeanHUTENIbHOU TKaHU (yBennyeHue
bunocmnHTesa KonnareHa, dubpo3 TKaHen, obycNOBNEHHbIE
BO34EeNCTBUEM LIUTOKMHOB M GaKTOPOB POCTa, CEKPETUPYEMbIX
nmmboumnTammn, MOHOLMTaMM U TpomboumnTamu)

*UMMyHHbIe HapyLeHUA (CHMXeHne ypoBHA T-cynpeccopos npu
HOPMabHOM coAepKaHuu B-numbountos B KPOBU, NOABNEHUE
aHTUTEN K KOJINareHy, MHOTAA - aHTUHYK/IeAPHbIX aHTUTEN)
*[MopaxkeHne MUKPOLUPKYIATOPHOro pycaa (LMTOTOKCUYeCcKue
MMMOLUNTBbI NOBPEKAAOT 3HAO0TENNIN, YTO CONPOBOXKAAETCA
aZire3aven un arperaumen TpomoboumMToB, aKTUBALIMEN KOATYAALMUM,
BbICBODOOXKAEHMEM MeAnaToOpPOB BOCMA/IEHUA, YBE/IMYEHNEM
MPOHULL@EMOCTMN COCYANCTOMN CTEHKU C NJIa3MaTUYECKUM ee€
NPONUTbIBAHUEM U OTNOXEHNEM GUOPUHA, CyKEHUEM NMPOCBETA

cocyaa).



Kannnyeckaa kKaptuHa CCL xapaKtepusyeTtca nOAMMOPPHOCTbIO
U NOJIMCUHAPOMHOCTbIO, N BKNIOYAET:

1. Obwue npoasneHuUn

2. lNopaxceHue Kox3cu

3. CuHOpom PeliHo

4. lNopaxceHue cycmaeos

5. lNopaxceHue mbiwy

6. lMopaxceHue Kocmeu

7. Kanvyugukayua mazkux mkaHeu

8. MNopaxceHue KT

9. lNopaxceHue op2aHoe8 ObIXaHUs
10.lMopaxceHue no4vyek

11.MopaxceHue Hep8HOU cucmemeol
12.MMopaxceHue s3HOOKpPUHHOU cucmembl
13.MMopaxceHue cepdeyHo-cocyoucmoli cucmemeol

http://ffemagazine.com/wp-content/uploads/2014/01/doctor.png



Ob6lwue npoasaeHUn +

*3Ha4YUTeNbHAA NOTePA Macchbl Tena.
o JlInxopagKa.
eObLwan cnabocTb.

e[loBbllWLEeHHAA
YTOMNAEMOCTb.

https://markovit.biz/wp-content/uploads/2016/11/Fatigue-image.jpg



[loparKeHune KoXXu +

OauH 13 BeAyLLUX NPU3HaAKoB 3abosieBaHms,
MMEIOLLIUX HaMBONbLLYIO ANArHOCTUYECKYIO 3HAYMMOCTb.

N3meHeHNA KOXKn NPOXoA4AT CTaANN.

1. MNOTHDbIU OTeK.
2. UHpaypauua (ynnotHeHue, yTonLeHue).
3. Atpodwus.

http://www.onlymyhealth.com/imported/images/2014/June/25_Jun_2014/scleroderma-633x319.jpg
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* XapaKTtepHaa N0Kannsauna — AnUo0 U KUCTU, perKe -
CTONbI, NPeAnaeYba, rofieHn, B AaNbHenLwem npouecc
PACNPOCTPAHAETCA HA KOXKY rpyaun, CriUHbI, }XUBOTA,
AroauL,

* BO3MO)XHO TOTa/ZIbHOE NOpa*KeHUe KOXKU TYy10BULL,a U
KOHEYHOCTEN, NPU 3TOM PA3BUBAETCA KAaXeKCmA U
MYMUPUKALMA («<KUBbIE MOLLNY).

* B 3aBUCMMOCTU OT CTENeHn PacnpoCcTPaHEeHHOCTH
KOXXHbIX U3MEHEHUUN PA3IMNYALOT IMMUTUPOBAHHYIO
(mnoparxkeHue Kucten n nmua) nu anddysHyro dopmy
(noparkeHue pyk, Hor, amua, Tynosmwa) CC/.




[ i

[TopakeHue KoXXu. Cragma NN10OTHOro oTeKa. +

*JToKannsauma - KNCTU, 0cobeHHO nanblLpbl,
npuobpeTaloLLme «COCUCKOODBpPa3HbIN
BUA»(CKnepoaaktuausa).

°B CBA3U C PUTUAHOCTbIO KOXXUN pPe3Ko
orpaHu4YeHbl aKTUBHbIEe ABUXXEeHUA
nanbLes, 60NbHOM HE MOXET CXKaTb KUCTb B
KynakK.

*OTeK NNOTHbINU, 6e360s1e3HEeHHbIN, KOXKa
He cobupaeTca B CKNaaKu.



CKnepOp,a KTUNUA +
(«CocucKkoobpasHbie nanblbi») ,
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MopaxxeHune Koxun. Cragna uHaypauuu. +

CTtagma Haypaunum MMeeT XxapaKTepHble NPU3HaKu:
e MackoobpasHoe nuuo.

*I3meHeHue OKPaCKU KOXu (YepenoBaHue
rmnepnurmeHTaunum n aennurmeHTaumm).

e[poABNEeHME cOCYAUCTOro PUCYHKA.

eTeneaHrnakTasum NPenMmMyLLECTBEHHO Ha InLe U
rpyau.



XapaKTepusyeTca yTO/ILLEHNEM KOXKN Nba U WEK, UICTOHYEHMEM TYD, MOABNEHUEM
rMyBOKNX MOPLMH BOKPYT pTa (CMMNTOM KUcCeTa), ICTOHYEHUEM CMIUHKU U
HanpsaXXeHWem Kpbl/ibeB Hoca (NTUUUK KatoB), 6egHOM MUMUKOW.




MacKkoobpasHoe amuyo. MHO»KecTBEHHbIe Te/IeaHTUIKTa3uMn.



‘.

v

. -
leIkne'TenIeaHrnaKTasumv Ha TRYANRYETKO BAEHICOCYANCTbIN PCYHOR?



‘-Iepep,OBaHMe o4Yyaros rmnepnurmeHTaumm n gennurMeHTalnm Ha Koxxe KMUCTEU PYK.



[MopaxkeHue Koxxu. Cragua atpodumn. +

B ctagmnn atpodun:
®KOKa /LA NpoaoxKaeT dubpo3mpoBaTbhCs,
o6e3006parxKmBana yepTbl LA, 3aTPYAHAETCA NOJIHOE
OTKpPbIBaHUE PTa
®KOKa NanbLUEB N KUCTEN PYK PE3KO YNIOTHAETCH,
Pa3BUBAOTCA CrmbaTe/ibHble KOHTPAKTYPHbI,
CKNEePOAAKTUINA, AaKPOCKNEPO3, 3a CYET OCTE0/IN33a
NPONCXOAUT YKOPOUYEHUE KOHLEBbIX hanaHr
(AMrMTanbHbIN HEKPO3)
eTpodUYECKNE HapyLLeHUA B BUAE 0bnbiceHus,
Aedbopmaumm HOrten, N3bsa3BAEHUN KOXKU Ha OTAE/bHbIX
y4yacTKax (4alle Bcero Ha nasbLeBbiX GpasiaHrax)
*MPU TOTA/IbHOM MOPAKEHUN KOXKUN — «IKMUBbIE MOLLLN»



CrubartenbHble

KOHTPAKTYpbI,
VKOpO4YeHue
KOHUEBbIX danaHr,
TpodUuyeckue
A3Bbl.




Cyxas raHrpeHa gucrtanbHbiX PanaHr Nnanbues pyK.



MackoobpasHoe nuuo B ctaguu atpodpumn «¥usble mowm»
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CuHagpom PenHo

CuHOpom PeliHO - xapaKTepmyeTca cnasmom COCya0B,
nposasaaoWMmca nobeneHnem, NOCUHEHUEM M NOCAeAYIOWUM
MOKpaCHEHMEM NMaNbLEB PYK, PeXKe HOr, B CBA3MU C
BO34eMCcTBMEeM X0104a M SMOLMOHA/IbHbIX CTPECCoB.

*ConpoBoXaaeTca Noxoao04aHmnem, OHEMEHMEM, YYBCTBOM
MypaLlleKk u bonamu.

*AHANOTNYHbIE NPOABIEHUA MOTYT OTMeYaTbcs B obnactu
KOHYMKa HOCa, NoabopoaKa, MOYEK yLen, ryd n KOHYMKa A3blKa.
*[1poAONKNTENBHOCTb NPUCTYNA KOIebNEeTCA OT HECKONbKUX
MMWHYT A0 HECKO/IbKMX YaCoB.

*Bo3HMKaeT Ha poHe Apyrmx 3aboneBaHni, ABNAACL UX
KIMHUYECKMM NPU3HAKOM.



[Manbubl CTAHOBATCA b6enbimm
B CBA3UN C HEAOCTATOYHOCTbIO
KpOBOCHa6)KEHI/1F|, 3atemM —
CUMHUMU NO Mepe pacllnpeHnAa
cocyaoB, U HaKOHeL KPpaCHbIMU
nocne NoaAHOro BOCCTaHoOB/1EHUA
KPOBOTOKaA




4

UHO

CuHpgpom Pe




CuHapom PeuHo +

[InarHocTnKa cmHapoma PenHo:

‘KanVIl'll'lﬂpOCKOHMFII BblAB/1IEHNE N YTOUHEHWNE XaPaAKTEPAJ
nopaxeHnda CocyaoaB.

ePeoBasorpadpua nam ocumnnorpadua, npu
HeobxoaAMMOCTU - nccneaoBaHMeE NanbLUEBOro KPOBOTOKA
MEeTOA0M YNbTPa3BYKOBOW agonnaeporpadmm, nasep-
gonnnep-epaoymeTpumn, aHrmorpadpusa, AMrutanbHas
nneTusmorpadus

eXonoposasa npoba



CyctaBHbIU CMHAPOM +

CycTaBHbIU CMHAPOM - OAMH U3 PaHHUX Npu3HaKkos CC/.

BbiaenAatoT Tpu ero OCHOBHbIX BApUaHTa:

* NO/INAPTPANTUMN

* CKNepoaepMUYECKUN NOANAPTPUT € npeobnagaHnem
3KCCYAaTUBHO-NPONdEPATUBHDBIX NN PUOBPO3HO-
MHAOYPATUBHbIX U3MEHEHNI

* nepmnapTput (MHoraa 6es3boneBoi) c pa3BuUTHUEM
KOHTPAKTyp BCAeACTBME BOBNEYEHUA B NATO/IOTUYECKNM
NPOLECcC NePUaPTUKYIAPHbBIX TKAHEN (CYXOXUANN, CBA3OK,
MbILLLL)



CyctaBHbIM CUHAPOM +

HepenKko nopaeHne cycTaBoB O4YeHb
HanomuHaet PA, HO B oTiinm4yme ot Hero, npu CCA.:
erpeobnanatoT PnbpPoO3HbIE UBSMEHEHUSA U
KOHTPaAKTYypbl

® OTCYTCTBYIOT BblPa*KEHHbIE AECTPYKTUBHbIE
N3MeHEeHUs CyCTaBOB.

) Bo3amoxHo coyetaHne CC n PA
.J (nepekpecTHbI cnHapom, overlap syndrome)




X

eHue Kocrteu

‘ AKkpoocmeonu3uc obycnosneH
pe3opbTUBHbIMU USMEHEHUAMM B
AUCTanbHbIX PpanaHrax Bcnepcrsmne
CAABNIEHUA KOCTU OKPYXKaloLWMMHU
CKNepo3npoBaHHbIMU MATKUMM
TKaHAMMU. ITO NPUBOAMUT K
YKOpoO4YeHuio u gepopmayumam
NanbLueB PYK U HOT.
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[TopakeHue mbiLlL,

NMopaxkeHune mbiwy npn CCL nmeeT 2 OCHOBHbIX BapMaHTa:

1. ®dnbposmnpyrowmii MHTEPCTULMUANbHBIA MMO3UT C pa3pacTaHMem

NHTEPCTULMANIBHOM TKaHU N aTpodmner cobCTBEHHO MbILLEYHbIX
BOJIOKOH

2. WCTUHHbLINA NOAMMMUO3UT C NEePBUYHbIMU AereHepPaTUBHbIMU U
HEKPOTUYECKMMU U3MEHEHUAMM B MbILLEYHbIX BOJIOKHAX C
nocneayoLnUm NX CKNepo3npoBaHnem 1 atpodumen

KnnHuyeckue npoasneHuA:
e MbiweyHada cnabocTb

e Mwnanrmu

e OuwyueHne CKOBAHHOCTU B MbilwLax (0bycnoBneHHOE pa3BUTUEM
MbILLIEYHO-CYXOKUNbHbIX KOHTPAKTYP 1 aTpodunen)



CREST-cMHApom +

(hnvmuTpoBaHHasa cknepoaepmun

C-— KanbumHo3 Koxu (Calcinosis cutis) | 5:;
R — PeitHo deHomen - C

N
(Raynaud's phenomenon) X

——
Euw 330¢aranbHaa ANCOYHKLUMA

(Esophageal dysfunction)

S— cknepopgaktunmua (Sclerodactyly)

T — teneanrnskrasum
(Teleangiectasia) -



CuHopom Tubbeprca—
BeliceHbaxa (kanvyugukayusa
MA2KUX mKaHeU) —
OTNOXeHne coNen Kanblms
npenmyLLecTBeHHo B obnactu
NanbLEB PYK U NEPUAPTUKYIAPHO
(BOKpPYr NOKTEBbIX, NNEYEBbIX U
Ta3o06eapeHHbIX CYyCTaBOB), B |
NOAKOXXHOMN KaeT4yaTKe, MHorga no |
xoay Gacumii U CyXOXUANIA |
MbILLILL.

Kanbuun oTKkNaabiBaeTca B
Buae 6enblx o4aros,
NPOCBEYMNBAOLWMNX CKBO3b KOXKY.
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[Topa)keHune KT

Hanbonee 4acTbiM M XapaKTepHbIM CYUTAETCA
nopakeHue nuwesoaa (33o¢aruT), 4To NpoaBAAETCA:
educgazuel

*duppy3HbIM pacwiupeHuem nuwjesooa
°Cy}eHuUemM e20 8 HUx3@cHeli mpemu

eocnabneHuem nepucmanbmuKu U pu2uoHoOCMbHo
CMeHOK

epegnroKc-azogpazumom (F3Pb)

epaszsumuem rnernmu4yecKux 38, CMpUKmyp

TaK)Xe BO3MOXXHO pa3ButmHe:
edyoo0eHuUma
*3HMepuma (c pa3BUTUEM CMHAPOMA Masibabcopbuunn)
*K0a1uMa (C BbIPa*KeHHbIMM 3anopamun, ABNEHUAMM
KULLIEYHOW HEMPOXOANMOCTH)
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[ToparkeHne opraHoB AbIXaHMWA
npoTeKaeT no Tuny pmnbposupyroLiero
anobBeonuta v andpeysHoro
nHeBmodubposa c npenmyLlecTBEHHON
NIOKanm3auunen B 6a3asbHbIX OTAE/aX
NIETKUX.

XapaKTepHble NPU3HAKU:
°0AbILLKA,
eKalue/b C OTAeNNeHUemM CU3UCTO-
rHOMHOW MOKPOTDI
*BblpaKeHHbI andPy3HbIM LMaHO3

CoyeTaeTca c pa3BuUTnEM BPOHXO-
3KTa30B, aMPU3EMbI JIETKMUX, BOSMOXKHO
npucoegnHeHMe NHEBMOHUM.

https://i.pinimg.com/originals/17/c1/d1/17c1d1lec3d0e79d3ef736d904d2f8cf5.jpg




Kapauocknepos sBnaetca XxapakTepPHOW KNMHUYecKkon popmon
nopaxeHua cepgua npu CCLA c yennyeHnem pasmepos cepaua,
APUTMUAMM, SN1EKTPOoKapanorpadmnyeckumm

NPU3HaKaMu HapyLleHUuM cepaeyHoro
pUTMa U NPOBOAUMOCTU, Pa3BUTUEM
HeAO0CTaTOYHOCTU KpoBoobpaLeHUA.

Tak»ke moryT HabatoaaTbeA:

* UHTEPCTULMA/ZIbHBIM MUOKAPAUT
®3HA0KaApPAUT (C pa3BUTUEM
MUTPaIbHbIX MOPOKOB)
*NepuKapauT

https://www.wikidoc.org/images/a/ab/Scleroderma_heart_1.jpg
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[lopakeHue noyek

[NMopaxeHune novek npu CCA nposasnseTca B ABYX popmax:

Ocmpasa HegpponamusA (UCTUHHAA CKepoaepPMMNYECcKan NOYKa).

KnnHuka: octpoint rnomepynoHedput, passutme OlMH.
Mopdonormuecku - reHepann3oBaHHOE NOPaAXKEHME apTEPUON
NOYeK N pa3BUTUE KOPTUKAJIbHbIX HEKPO30B.

e XpoHuyecKkasa Hegpponamusa — Hanbonee 4YactToe NOpPaXKeHUe
noyek npu CCL.

KnnHuka: xpoHunuecknm rnomepynoHedpput, pazsutmne XbI1.
Mopdonornuecku - nopaxkeHme cocyaos M K1ybo4yKoB Noyek, a
TaKXe KaHaNbLUeB U MHTEPCTULUA.

OMNMH/XBI1 yawe BCero cTaHOBATCA NMPUYNHOU CMEPTH
oonbHoro CC/.



MoparkeHne HepBHON CUCTEMDI

MoparkeHue nepudepunyeckom HepBHOMU CUCTEMDI — HaCTbIN
npusHak CC/L.
e[TlonuHelponamui (6onn B pyKax 1 HOrax, HapyLeHne
4YYBCTBUTE/IbHOCTU B BMAE rMnepecte3nmn ¢ nocaeayoumm
PAa3BUTMEM FTMNECTE3NN ANCTA/IbHOIO TUNA, CHUXKEHUE
CYXOXKUNbHbIX pedaeKcoB) C A/IUTE/IbHbIM, YNIOPHbIM TEYEHNEM
* PaduKynoHespumos
* MoHOHespumos (CTOMKUN, peunanBUpPyoLLUN TPUTEMUHNT -
BOCMaseHne TPOMHNYHOTO HEPBA)

NMopaeHne ueHTpasbHOMN HEPBHOM CUCTEMbDI - HabntoaaeTcs
peakKo.

*HYyehanumel

e MeHUH203HYUegpanumoi

e Mlwemu4yecKue UHCYnbmbol

e Kpoeous3nuaHUA 8 M0O32



Ona CCL xapaKTepHbl Takne sHAOKPUHHbIE HapyLUeHnA:
*HapyweHne PyHKUUU WUTOBUAHOMN Kenesbl
(runoTnpeos, ayTOMMMYHHbIN TUPEOUAUNT, PEAKO —
rmnepTnpeos)

*HaANOYe4YHUKOBAA HeA4OCTaTOYHOCTb
* CHUXKeHne PyHKL MU NONOBLIX XKenes
ecoyeTaHue CCAl c caxapHbim Anabetom

MopaXeHne 3HAO0KPUHHbDIX Xene3 0bycnoBneHo
nopa)eHuem uUx cocyamcTom cCUcTembil.
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CucmemHbsll cknepos3 (M34)

* M34.0 lNporpeccupyrolwmm CUCTEMHbIN
CKNepos.

e M34.1 Cunapom CR(E)ST.

* M34.2 CnucteMHbIN CKNepo3, BbI3BaHHbIN
NEeKapCTBEHHbIMM CPEACTBAMM U XUMUNYECKNMMU
coeaAUHEHNAMM.

* M34.8 [lpyrne dopmbl CUCTEMHOTIO CKNEpO3a.
* M34.9 CncteMHbIN CKNEPO3 HEYTOYHEHHbIN.
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KnnHunyeckaa popma

1. Auchpy3Haa cKnepooepmus - XapaKTepunsyeTcs
reHepasin30BaHHbIM NOPaXKEHUEM KOXUN N XapaKTEPHbIMU
BUCLEPA/IbHbIMU MOpaXKeHnAMU (NnLLEeBapUTENbHbBIN TPAKT,
cepaLue, Nnerkme, NoYKku).

2. /lumumuposaHHas cknepooepmus (wnn CREST-cuHgpom) -
nmeet bonee 10H6POKaYECTBEHHOE XPOHNYECKOE TEYEHME.




3.

KnnHunyeckaa popma

MepekpecmHasa cknepodepmusa (overlap syndrome) — couyetaHne CCJA1
C NPM3HAKaMM AepPMaTOMMNO3MTA, PEBMATOMUAHOIO apTpPUTa UK
CUCTEMHOM KPACHOM BONYAHKMN.

BucuepanbHaa cknepodepmusa — B KIMHUYECKON KapTUHe
npeobnagatoT NopaxKeHna BHYTPEHHMX OpraHoB (cepaua, erkumx,
NULLLEBAPUTE/IbHOIO TPaKTa, MOYEK), USMEHEHUA KOXN MUHUMAJIbHbIE
NN OTCYTCTBYIOT.

HOeeHunvHas cknepodepmusa — pa3BmBaeTca y aeten Ao 16 ner;
npeobnagaeT o4aroBoe NoparKeHUe KoXKu, CTepTbi cuHaApom PenHo, HO
BblPaXX€H CYCTaBHbIA CUHAPOM C pa3BUTUEM KOHTPaKTyp. OTmeyvaeTcA
CKYAHaA BUCLUEpPasbHaA naTosorma c npeobnaganmem GpyHKLNOHA/IbHbIX
HapylweHun. TeyeHne 3aboneBaHMSA XPOHNYECKOE, BO3MOXKEH perpecc
KOXHOW N BUCLEPANbHOW CUMMNTOMATUKMN.



KAnHunyeckoe TteyeHue

* OcTtpoe (bbicTpOnporpeccupyollee) Te4yeHue - pa3BuTue
reHepasin30BaHHOIro pnbposa KoKM N BHYTPEHHUX OPraHOB B
nepsble 2 roaga oT Havyana 3abonesaHuA. [NPOrHOCTUYECKU KparHe
HebnaronpumATHO.

* MMopocTpoe (ymepeHHO NporpeccnpytoLLlee) TeyeHme -
npeobnagaHme NPU3HaKOB MMYHHOTO BocnaneHusa (N1I0THbIN OTeK
KOXXW, apTPUT, MUO3UT), HEpeaKo - overlap-cMHApPOM.

* XpoHuuecKoe (MeasieHHO NPOrpeccmpyoLLee) Te4eHne —
npeobnagaet cocyamcTasa natoNormm: MHOIONETHUMN
CUHAPOM PeMHO € NOCTENEHHbIM PAa3BUTUEM YMEPEHHbIX KOXHbIX
N3MeHeHnn (nMmnTMpoBaHHasa popma), HapacTaHUEM
COCYAUCTbIX MLWEMUYECKMX PACCTPOUCTB, BUCLLEPaNbHOMN
naToaorun,
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CteneHun akKTUBHOCTU

- MuHumanoHas (I) cmeneHb — Ba3ocnacTnyeckune u
Tpoduyeckne HapyweHms, CO3 meHee 20 mm/4; cBOMCTBEHHA
XPOHUYECKOMY TEYEHMUIO.

e YmepeHHas (Il) cmeneHb — apTpanrnm, apTpuTbl, aare3nBHbIN
naespuT, Kapamnocknepos, CO3 B npeaenax 20-35 mm/y;
CBOWCTBEHHA NOAOCTPOMY TEYEHUIO N OBOCTPEHMIO XPOHUYECKOTO.

e Boicokas (Ill) cmeneHb — nuxopaaka, NOANAPTPMUT,
MUOKapanocknepos, Hedponatua, COI 6onee 35 mm/u;
CBOWCTBEHHA OCTPOMY TEYEHMUIO.




Crapguu pa3sutua

- HayanwvHas (I) cmadusa npossBnseTca cMHApomom PeinHo,
apTpanrmen, Taxmkapamen, 4actoiMm MHPEKUUAMMN AbiXaTeNbHbIX
nyTen, 396KoCcTblo. KoMnaeKkcHoe neyeHune B 3TON CTagumn NpmsoaunT
K AJIUTENbHOW PEMUCCUUN N AaXKe BbI3JOPOBAEHMIO.

e [eHepanu3zosaHHasA (II) cmadua NnpoTEKAET CO BCEMU paHee
npuBeAEHHbIMN CUMNTOMAMMU, XapPaKTEPU3YETCA PA3BEPHYTOMN
KapTUHOW 6onesHn.

e TepmuHanwvHasA (Ill) cmadua — cTaama Aaneko 3awegnx
N3MEHEHMNI, CONMPOBOXKAAETCA BbiParKEHHOM MOTEPEN MaCChbl TENA U
HeA0CTAaTOYHOCTbIO GYHKLUMIM OAHOTO UM HECKO/IbKMX OPraHoB.
JleyeHue B 3TOU CTaamMmn He AaeT addeKTa.



AwnarHocTuyeckue Kputepum, 2013 . et
| Napawerpu | Bapuanteinpuasaos | Bammei

1. YNNnoTHeHue U yToNLEeHUE KOXKK 06eunx pyK Bbilie 9
NACTHO-paNaHroBbIX CYyCTaBOB

2. YNNOTHEHUE U YTO/ILLLEHMNE KOXKU NaNbL,eB *OTeK nanbues 2
*Bce nanbubl gUCTaNbHEE 4
NneC

3. AurutanbHaa nwemmsa *A3BOUKU 2
*Py6umnkmn 3

4. TeneaHrnaKrasmum 2

5. Kanunnapockonuuyeckne nsmeHeHusa 2

6. /lerouHasn apTepuanbHasa runepreHsua u/mnaum 2

MHTEpPCTULMANBbHOE NOopPaXKeHUe Nerknx

7.®eHomeH PeitHO 3

8. CneunduyHble ayToaHTUTENA *aHTU-Scl-70 3
*AHTULEHTPOMEpPHbIe 3
*k RNA-nonumepase lll) 3

AnarHos cknepoaepmMmmmn CYMTaAETCA A0CTOBEPHbIM Npu cymme 6annos 2 9.



JlabopatopHble nccneaosaHusn

e O6wunit aHaNN3 KPOBU: TMMOXPOMHAA aHEMUA, NENKOMNEHMS,
nenkountos, ysenndyeHume CO3.

e O6WMMN aHaNN3 MOYUYMU: NOBbILLEHUE IKCKPELMMN OKCUNPOINHA,
NPOTEUHYPUA, NPU3HAKU FTOMepYy/IoHedpUTa.

e BMOXMMUYECKUU aHANIN3 KPOBU: TMNEPNPOTENHEMMUS,
yBennyenme yposHa 02- n y-rmobynmHos, pnbpuHa, cepomyKkonaa,
CPI, rantornobuHa, okcmnpoaunHa (HapyweHne metabonmsama
KonnareHa).

* UmmyHonorunyeckoe nccnepgosaHue Kposu: y 40-50% 601bHbIX —
P®, y 30-90% — aHTU-HYKNeapHble aHTUTeNna, y 2-7% —
BONIYAHOUYHbIe KNneTkun, y 30% - aHTuTena K aHtureHy Scleroderma-
70, aHTULEHTPOMEPHbIE aHTUTEeNa,
aHTutena K RNA-nonnmepase lll.
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UHCTPpYMeHTaNbHble uccnepoBaHUA

PeHmeeHoso02u4yecKoe uccsieoosaHue:
® YYaCcTKM KaZibUMHO3a B NOAKOXHOM KNeT4aTKe, NPeENMYLLLECTBEHHO
KOHLLEBbIX OTAE/10B NMa/bLEB PYK, pexe — CTorM, B 06/1aCTU JIOKTEBLIX,
KOMIEHHbIX U APYIUX CYyCTaBOB
e OCcTeo/113 B HOITEBbIX PasiaHrax NanblLEeB KUCTEN, CTON,
AUNCTANIbHbIX OTAENaX NY4EeBOW N IOKTEBOM KOCTEN, 3aAHUNX OTAE/OB
pebep.
e OKO/I0CYCTaBHbIN OCTEONOPO3, CYXKEHME CYCTABHbIX Wenen, nHoraa
eZIMHNYHbIE 3P03MUUN HA MOBEPXHOCTM CYCTAaBHOIO XPALLA, KOCTHbIE
aHKWN03bl.
e CHMKeHMe ToHyca n ocnabnenmne nepuctanbtukm HKKT
(pacwmnperHmne nuwesoaa, AMNK n Towen KNWKN).
e IndpPy3HbIN U KNCTO3HbIN MHEBMOCK/1EPO3 B 6a3a/ibHbIX OTAENAX.
e YBe/IMYEHME Pa3MepoB cepaLa.



IKrI: pndpPy3Hbie N3IMEHEHU MMOKapaa, Horaa 610Kkaaa
HOXeK ny4kKa [mca n AV-bnokana.

UccnedosaHue buonmama KOXHO-MbIWEYHO20

10CKyma: dnbpo3Haa TpaHchopmaLumna TKaHeN, NATONOTUA
COCYAO0B.




JleuebHaa nporpamma npu CCA +

1. Moandunkauma obpasa XusHu.

2. AHTUPUOBpPO3HDbIE cpeacTBa.

3. HMNBC.

4. AmmyHoaenpeccaHTbl.

5. lTMnoTeH3nBHbIE U yay4yllalowme
MUKPOLUPKYNALUIO CpeacTsa.

6. J/loKanbHaa Tepanus, maccax, JIOK.
7. CumnTomaTtuyecKkoe neyeHue

(B T.4. Npyu NnopakeHun opraHos J i

nuiiesBapeHuns). <'/



N36eratb AnnTenbHoOu
NHCONALUMN.

N36eratb ANNTENbHOTO
BO34eNCTBMA X0N0A43.

N36eratb BO34enNCTBUA
BMbpaumn.

OTKa3 OT KypeHua n
ynoTtpebnenmna koode.

PekomeHA0BaHbl YMEPEHHbIE
dU3nyeckmne HarpysKku.
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AHTMPNOpPO3HbLIE CpeacTBa

D-neHuyunnamuH (KynpeHun, bMaHoAMH, apTOMMUH)
ABNAETCA OCHOBHbIM 6a3UCHbIM CpeacTBOM B JIeYEHUU
CC/L.

HayanbHaa no3a — o1 150-300 mr B AeHb B TeveHune 2
Heaenb, C NoOBbILLEHUEM A03bl KaXable 2 Heaenn Ha 300
MI 0 MaKcumasnbHoM (1800 mr) B TeueHmne 2 mecsLes.
3aTem meaNIeHHO YMEHbLIAoT A0 NoAAepXUBatoLLen —
300-600 mr B CYyTKU, ANNTENBHO —
2,5-3 roga. 3¢ deKT D-neHnumnnammHa
Ha4YMHaEeT NPOABNATLCA HE paHee

yem yepes 2 mecAaua rnocae Ha4vana
NevyeHus.




AHTMPNOpPO3HbLIE CpeacTBa

depmeHmamueHsie npenapamsi BO34ENCTBYIOT Ha
CUCTEMY FTMaZlypOHOBAA KNCNOTA - TMAJIypPpoOHUAA3a U
3ameanatot pubposoobpasoBaHue.

JlInpasa — BBOAUTCA NOBTOPHbIMM Kypcamm no 64 YE (8 1
mn 0.5% pacTBopa HoBOKauHa) n/K nam s/m. MHbeKumumn
aenarot yepes AeHb, Ha Kypc 12-14 nHbeKuun.

PoHnpasa — npenapart rManypoHuaassl g T
ONA HAPYKHOMO NPUMEHEHMUA. T
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HectepouaHbie npotnsoBocnaaunUTe/ibHble CpeacTBa
(HNBC) pekomeHayeTca Ha3Ha4vaTb Npu 6onax pasanyHom
NIOKaNM3aumm, B Tex Cy4Yanx, KOraa MMeeTcs BblpaXKeHHbIN
CYCTaBHOM CUHAPOM, @ TaKKe eC/in IMIOKOKOPTUKOUObI HE
NOKa3aHbl UM NPOTMBOMOKA3aHbl.

*BonbrapeH (amknodpeHak-HaTpui, optodeH) no 0.25r 3-4

pPa3a B [EHb.
*BonbrapeH-pertapag no 0.075r A commmnmnny |
‘ U NovaRrTIS ‘ :
1-2 pa3a B AeHb. ,
BonemapeH )
*bpydeH (nbynpodeH) 25 r

Auvknodenak

no 0.2-0.4 r 3 pa3a B AeHb. e e
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MUMmmyHoaenpeccaHTbl

InoKoKopTMKouabl (NpeaHN30N0H) Ha3HavyalTCsa AINTENbHO (MecAaLbl, rogbl)
NPM OCTPOM N NOAOCTPOM TEYEHUN U KOPOTKMMM Kypcamm (1-2 mecaua) npu
obocTpeHunmn xpoHunyeckom CCL.

* [lpu | ctTeneHU aKTUBHOCTU N XpOHUYeCKoM TedyeHunn CCL, rntoKOKOPTUKOMOHAA
Tepanua He NoKasaHa.

* HayanbHaAa go3a npwu Il ctreneHn akTUBHOCTU - 20 mr, NpU ABNEHNAX
dunbposupytouiero anbeeonnta— 400 mr, NPy NOParKEHUU MbILL, NO TUNY
nonnmmosnta — 50-60 mr B TeueHUe 2 mecaues, C NocseayoWwmm CHUKEHNEM
no3bl. Moaaepxunsatowyto Ao3y (5-10 mr) 6onbHble NONYYalOT B TeYEHUE
HECKONbKUX feT.

* HayanbHaa go3a npwu lll cteneHn akTUBHOCTU —
30 mr B TeyeHue 1.5-2 mecaues (go

D e, 1
I mlmsulmu-

. Toepy

ELE 30/10H-
OOCTUXKEHUA KNMHUYECKoro 3ddeKTa) Droners, T HAPHUY S
C NOC/NEAYIOLMM CHUXKEHUEM [03bl 0 Lo Swr | CheTenCCTERoln g

apm,
| Ykpaing, 0'32023

noaaep>usatowlen 20-10 mr. i =
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MUMmmyHoaenpeccaHTbl

LiuToCTaTUKM HA3HAYaKOT MO CTPOrMM NOKA3aHUAM NPU OCTPOM M NOAOCTPOM
Te4yeHUn 6one3HU CO 3HAUYUTENbHBIMU MMMYHHbIMU HAPYLLUEHUAMWU U BbICOKOWM
aKTMBHOCTbIO NpoLecca, He NoAAAILLIETOCA NeYEHUIO ITIOKOKOPTUKOMAAMMN.
eAmypaH (asatnonpuH)— 100-150 mr B cyTKM
eXnopbytnH — 8-15 mr B CyTKM
eMeTtoTpekcaTt — /.5-10 mr B Hegento.

OObIYHO NeYeHne UUTOCTAaTMKAaMM COYEeTaeTCA C JIeYEHUEM IIOKOKOPTUKOUAAMMU,
NPOAOIKAETCA B TeHeHune 2-3 mecALles.

[Mocne HacTynaeHnA KAMHUYECKOro
yayyleHua 60nbHble NnepeBoaATca
Ha noaaep*KuBatoLLue A03bl,

coctasnawouwme 1/2-1/4 HayanbHOIN.
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MMNOTeH3uBHbIE U yAyYlLaloWmue MUKPOLUPKYAALUIO +
cpeacTsa

AHTaroHMUcTbl Kaabuuna — KopuHoap (HupeamnmH) 30-80
MT B CYTKM B 3-4 npmnema; sepanammn (PMHONTUH,
n3ontuH) no 120-360 mr B AeHb

AHTMarperaHTbl - agunupuagamon (KypaHtun) 225 mr B
CYTKU; NeHTOKCcndUuanunH (tpeHtan, aranypumH) 600-1200 mr
B CYTKM (noapepxusatowme no3bl 300 mr);
aueTUNCaAuLMUA0BaA KUC/OTA
(acnmnpuH) B nepsble CyTKU NO
0.5 r 2 pa3a, B nocneayowem  Hibeawnin 20 ur
0.25 r exxeaHeBHO B Te4eHUe S

HECKONbKNX MeCALEB. e TEVA

KopuHdap® perapa
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Cnacunb6o 3a BHUMaHue!
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CALM
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