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Tepanus cucTeMHOI0
CKJIepo3a
(crIepoaepmMuu )

JIII. Ananvesa

JleyeHne cncTeMHoOro ckreposa HanpasreHo Ha
noaaereHne nporpeccupoBaHus 6onesHn, ee CMMNTOMOB
1 OCMNOXXHEHUI.

®eHomeH PeiHO - 3NM30[bl Ba3OKOHCTPUKLMN MEMK1X COCYA0B (MarbLbl,
KOHYMK HOCa, yLum 1 ap.).

YTonuweHue koxu (KapavHarbHbIA cUMMITOM GonesHn)

Y 50% GonbHbIX Pa3BUBAOTCA AMrMTanbHble A3BbI, CONPOBOXAAOLLMECS
60nbto, MHULMPOBaHWEM 1 OCTEOMUENTUTOM

MbilweYyHO-CKeneTHbIe NPOSIBNEHUA - CKINEePOOaKTUNNA, KOHTPaKTYpbl,
CTOMKUIA apTpuT, NOJIMMUO3UT, KalbUMHO3 MArKUX TKaHen, ocTeonua

UHTepcTUUManNbHbIW NeroyHbin oubpos ~ AbixartenoHas

HeOoCTaToOMHOCTb

* JleroyHas apTepuanbHas runepTeH3us - MPaBOXeSy4oYKOBas cepaeyHas
HeJoCTaTOMHOCTb

* CknepoaepmMuyeckas nouka - 3rOKa4yeCTBeHHas mnepTeHsud, novyevHasa
HegoCTaTO4YHOCTb

M'MnokuHesns nuwesoaa, pedriokc-a3odarnt (nuweson bappetTa,
afileHoKapLMHOMa), M3BbITOYHBIN POCT MUKPOBOB B KULLEYHUKE, CUHAPOM
ManbabcopbLym

TepaneBTUYECKan TaKTUKa
onpepensercAa 1

* KnnHunyeckon chopmon CMCTEMHOro
CKIrepo3a (OuchgbysHasi, nuMUmMuUpo8aHHasi)

* BbipaxeHHOCTLIO BeAyLMX OpraHHbIX
NPOSIBIEHUN (rTOpaxeHUe KOXU, J1e2KUX,
cepoua, Xesly004HO-KUWEeYHO20 mpaKma, Mo4yek)

* YpoBHEM aKTUBHOCTU U CTaguen GonesHn

(UMMyHOBOCanumersibHasi, CKIepomu4ecKas,
KOHeYHas1)
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Tpu BapuaHTa BeaeHUA GONbHbLIX C
A aKTMBHbM CUCTEMHbLIM CKINepo3oM®

*  He vcnonb3oBaTth GonesHb-MoanMLIMPYHOLLMX NMpenapaTos, HO
OCYLLIECTBIIATb KypaLWIo [PYTUMA (CUMITTOMAaTUHECKVMM)
CpeacTBaMy 1 OTCIEXMBATL ECTECTBEHHOE TeueHne GornesHm
(numumuposaHHas hopma 6e3 sucuepumos)

Caaiin

* anMeHﬂTb uMewuwinecsa B Hannymum npenapartbl C
AokasaHHoW 3¢ heKTUBHOCTbLIO {KOHMPO/b 80CNaneHus,
UMYHHbIX HapyuweHul, ¢pubpo3sa)

* JleunTb aKkcnepyMeHTarnbHbIMU METOAAMU - OBELLAIOLLMUA, HO
roka HefokasaHHBIMA U Mario J0CTYMNHLIMA (msbkeriast
bbicmporipozpeccupytowast dughgbysHasi CKIiepoOepMUsi)

*F.M.Wigley & LK.Hummes ManagsmentHoiistic Approach to Systemic Sclerosis
'mn:Sysmric scierosis, 2\ ed., 2004. Ed. PJ.Clerrtents, DE Fursl, 379

§ PekomeHgaummn EULAR, 2007

CraHpapTu3oBaHHas npoueaypa co3faHusi
pekomeHaaumn EULAR

Kareropuv ookasarenbCcrB:
1a - 1B 2a- 2B, 3 u4
MpepBapuTenbHbLIA BapuaHT peKoMeHAauun

BK/1Ho4aeT 6 pasaenoB No otaenbHbIM
NposBrieHUAM CKrepoaepMum (He onybnmnkoBaHbl)

§ A ﬂumranlaﬂaﬂ BacKynonatus, ¢peHOMeH
PeiiHo, avruranbHbie s13BbI

Brnokamopbl Kanbyueebix KaHanoe
(oueuoponupuounvl- hugpeounun,
aAMI00UNUH, heroounun)

« [lpocmaHoudsi (BHyTpuBeHHo UnonpocTt
- CUHTETUYECKUA NPOCTaLUKINH)*

* Bbo3eHmaH gna npenynpexpeHusi HoBbIX
A3B

* Anbripocmadurn (npocmaeriaHouH E1) e Poccuu
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g MNMopakeHne KOXKM - meToTpeKcaT npu paHHen
S andbcpysHon cknepogepmum

MopaxeHue no4ex - uuruéutopsl AP
(peHarsibHbIU Kpu3Uuc), OCTOPOXHO
KopTukocTepouabl!

MopaxeHue Xenyao4YHO-KULLEYHOro TPpaKTa:
MHIMOUTOPLI NPOTOHHOW NMOMIMbL: OMeErpPa3sors
20 M3 8 cymKu
NPOKMHETMKM Kypcamu: MeToKnonpamua

aHTMGaKTepuanbHble npenaparbi:
mempauyuKIIuH, aMOKCUUUIITUH,
yunpocgpriokcauuH u op.

MHTepcTumManbHoOe nopaxeHue Jfierkux -
yuxiogpocpan

» CxeMbl NpUMEHEeHUs

- «bortocHoe» - 750 mr/m 1 pa3 B mecsil
BHYTPMBEHHO

- ExegHeBHO B TabneTkax no 2mr/kr

» [nutenbHOCTL NeveHust- 6-12 mec

* Kak neuutb nocrie OKOH4YaHUA Kypca fevyeHns?
(cxema nopaepxmBatoLlen Tepanmn?)

Coaiin

IlerouHas apTepuanbHasa rmnepTeH3uns

» Bo3eHTaH- HecelekmueHbIl aHmaz2oHUCM
peuernmopos sHoomersnuHa-1
« CunpeHadwmn- uHau6umop ghoghcoduscmepassi

* AMONPOCTEHOS - CMUMY/ISIMOpP
rpocmMauuKIuUHO8bIX PEUENMopos
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[ MrokokopTUKOUAbI

* nMoKoKOpTUKOMAbLI NMOKa3aHbl npu
nporpeccupyowiemMm ancggpysHoOM nopaxeHuUn
KOXW U ABHbIX KIMHUYECKUX NpPU3HaKax
BOCNaneHusi - npv nonvapTpure u
TEHOCUHOBUTE, MMO3UTE, Cepo3uTe,
anbBeonute

* HasHauvarotcsa BAo3ax 15-20 mr/cyT

* AnuTenbHOCTb NMoadepXuBaroLen Tepanum -
roabl

KnuHnyeckne pekomerpaumv. Peematonorus, 2005. CuctemHasi CKnepoaepMust.

MpeaukTopbl pa3BUTUA
cKnepoaepMMYecKoro no4Ye4yHoro Kpmsa

1 Oudhbcpy3Hoe nopaxeHue Koxm

m BbicTpoe nporpeccupoBaHme KOXHOro cMHApoma
- [laBHOCTbL OOone3Hn meHee 4-x net

- AHtuTtena k PHK nonumepase lli

- HepaBHO BO3HMKLIAA aHeMus

> HepaBHO pasBuBLUMECS] BbINMOTHOW NMepuKapavT
wWunu cepaeyHasl HeAOCTaTOYHOCTb

- npeﬂl.l.leCT ByHoLlas Tepanus BbICOKMMU O03aMU
rMIOKOKOPTUKONAOB

VD.Steen Renal Involvement in Systemic sclerosis,
In’Systemic sclerosis, 2nd ed.. 2004. Ed. PJ.Ctements, DE Furst

Bo3MOXHble TepaneBTu4eCcKkmne mMuLleHU npum
CUCTEeMHOM CKInepo3e

lMpenapam lMamozeHemuy4eckul mexaHu3m
UmaTtnumno CurHanbHbIM peuentop PDGF
UHdbnukcumad TNF-

Apanumyma6 TNF-

OTtaHepuenTt TNF-

AnecpauenTt LFA/ CD2

Basunukcumab WUHTepnenkuu-*
Adanuanumad LFA/ICAM-1

CAT-192 TGF- 1

MLIVM202 CCR2

GC-1G08 TGF- 1, TGF- 2 TGF- 3

FG-3019 CTGF-nurang
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