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Cxnepogepmus (Sclerodermia) - 3a6oneBanue
COeTMHUTETbHOM TKaHU ayTOMMMYHHOTO reHe3a,
XapaKTepHusylieecs IMTOPa)KeHHeM COe IMHUTe TbHOM
TKaHH KOXXU, COCYZIOB ¥ BHYTPEHHUX OPTraHOB
(muIeBoza, T€rKUX, ONIOPHO-ABUTATeIbHOIO
aIapara, YXeyIyIo9YHO-KUIIIeYHOTO TPaKTa, Cep/Iia,
[I0Y€K), C mpeobnagaHreM pruOPO3HO-
CKJIePOTHYECKHX M COCYIUCTHIX MU3MEeHEeHHUH.



~OTHonoms: e =

OTHOJIOTUS 3a00/IeBaHUSI HEM3BeCTHA.

K nmpeapacronararonim v ipoBOLMPYIOLLIUM
dakTOpaM MOTYT OBITH OTHECEHBI TTepeoXIKIAeHUe,
OCTpbIe WU XpOHUYeCcKre MHPEKITHNH, TPABMBI,
CTpeCChl, CECHCUOMTU3AIIHSI, DHIOKPHUHHBIE
TUCPYHKIIMU (TUIIO3CTPOTeHUsI, TUITOKOPTHUIIH3M).

Bo3morxHO, 3a00/1eBaHNe UMeeT reHeTUYIeCKYIO
IIpeIPacIioIOKeHHOCTb.



['laToreHes:

B ocHOBe pasBuTHS 3a00/1€BaHUS /IeXKAT AYTOUMMYHHBIE
pEaKL M.

PazBuTHe BoCmasieHus1 MeJIKUX COCYZOB IPUBOIUT K
pa3pacTaHUIO BOKPYT HUX KOJIJIlareHa U pUOPO3HOU TKaHHU, a
TaKoKe crieluprIecKoe u3MeHeHHe UX CTEHOK —
YTOJILIEHWE, TOTEePSI UMU 3JIACTUYHOCTU, BO3MOXHO JaXKe
IIOJIHOE 3aKPbITHE IIPOCBETAa MEIKUX COCYZOB.

OTHU N3MeHEeHHs TPUBOIAT K HapyIIeHHI0 KPOBOCHAOKEHU S
BCE€X OPraHOB M TKaHEW, BOBJI€YEHHBIX B IATOJIOTUYECKUU
poIiecc.

HenmocTtarounoe KpoBoCcHaG)keHHUe TKaHEeH MTPUBOAUT K UX
HMCTOHYEHUIO (CTU3UCTHIX MUILEBOIA U YKeJTyIKa), NIH
YTOJIIIEHUIO (CTEHOK a/IbBEOJI B JIETKUX), HAPYIIEHUIO KX
OCHOBHBIX QYHKIIMI (BCAaChIBAHMS B YK€/TyJOYHO-KHUIIIEYHOM
TpaKTe, BbIBe/IEHHE YITIEKUCIIOTHI JIETKUMU, COKpAllleHHe
MBIIIIEYHBIX BOJIOKOH ).



MHTEeHCMBHOM BhIpabOTKe PpuOpOOIaCTaMU HE3PEJIOTO
KOJIJIaT€Ha CITOCOOCTBYIOT HEUPOMBITIIeYHAS
nucPyHKIMSA, fedpeKTbl UMMYHHOM CUCTEMBI,

MO/ TBEPXKIaeMble HAa/TMYMeM ayTO-aHTUTeT
(aHTHMHYK/IEeapHbIX, aHTHIIeHTpoMepHbIX K PHK, THK
M IP.), AMMYHHBIX KOMILIEKCOB, OPMHPYIOLIEroCs
MMMYHOZePHUIINTA C TPU3HAKAMHU KJI€TOYHO-
OTIOCpeIOBAHHOU T'UII€PYYBCTBUTETBHOCTHU.

[TokasaHo y4yacTHe rucTaMHUHA ¥ CEPOTOHHHA B
$GOPMHPOBAHUHU OTEKA U MUKPOILIUPKY/ISATOPHBIX
PacCTPOMCTB, BAHUSIHYE ITOBBIIEHHOT'O COAeP)KaHUs B
nepMe KHUCJIBIX MYKOIIO/IMCAaXapUI0B Ha CKJIEPO3
COeIMHUTEe/TbHOM TKaHH, POJib HAaC/IeJICTBEHHBIX
$aKTOpOB, 0 YeM CBHETE/IbCTBYIOT CeMelHbIe CTy4aH,
accoianusa 3abosneBadusa ¢ autureHamu HLA-
CUCTEMBI .



'Teopuu nmaToreHesa CKjiepogepMHuu:
HEeWPOIHAOKPUHHAS, AyTOUMMYHHAas1, THPEKITMOHHAS,
COCYZUCTAasl, TPaBMaTUYeCKasl.

B HacTosiIIee BpeMsi CKIepOIEPMUIO0 PACCMATPHUBAIOT
B KayeCTBe MY/IbTU(PAKTOPHOTO 3a00/IeBaHUS U3
I'PYMITHI KO/IJIAT€HO30B C IMOTUT€HHBIM
HAC/1eIOBAaHHUEM.



~ Knaccnmkatips:=— == —

Paznmnyaror
OTrpPaHUYEHHYIO CKJIePOaepMHUIO (O/IsIIIeqHYIo,
JIMHEMHYIO)
arpodoaepmuio [lasuan-Ilbepuan
0o/1e3Hb OeNbIX MATEH

CHCTEMHYIO CKJIePOJepPMHUIO.



/
_ yetonornyeckas kapTmnHa:

Ha panaux cragusix mpoiiecca B lepMe HaOII0Iat0TCS
OTEeK KOJIJIaTeHOBBIX BOJIOKOH, BOCITA/TUTE/TbHAS
PEeaKIIHs C MeEPUBACKY/ISIPHBIM HIH TUPPY3HBIM
MHQPMIBTPATOM, COCTOSIIIIUM B OCHOBHOM W3
AUMQPOIIMTOB C TPUMECHIO TIJIA3MOIIUTOB,
TMCTUOIIMTOB U HEOO/IBIIIOTO KOTUYEeCTBA
303UHODHIIOB.

B CTagHUH CKJIEPO3d BOCIIAJ/IMTC/IbHbIC ABJICHHSA
NCYE3al0T, a ITYYKH KO/JIA'€HOBbBIX BOJIOKOH
CTAHOBATCSA TOMOI'€HM3NPOBAHHbBIMH A
I'’Ma/JIMHN3NUPOBAHHDbBIMMU.



BrsiiieuHasi cknépogepmus - —

@ Hawmbosee yactast popMa orpaHUYEeHHOM CKJIEPOAEPMHUU.

XapakTepUusyromasics HaIM4ueM eTUHUYHBIX UTH MHOXKeCTBEHHbBIX
O4YaroB Pa3/IMYHbIX pa3MepoB (1—15 cM U Oosiee), OBaJIbHBIX,
OKPYIJIBIX WJTM HeTPAaBUIbHBIX OYePTaHU M, PACTIOIATAOIINXCS Ha
TYJIOBUIIE U KOHEYHOCTSIX.

B cBOeM pa3BUTHM OYar MPOXOAUT 3 CTAAWHU: JPUTEMBI, YIUIOTHEHUSA
1 aTrpodumn.
Crazusi 3puTEeMbI MaJIO 3aMeTHa /IS 00OTBHOTO, TaK KaK

CyO'beKTHUBHBIE OIYLIeHHsI OTCYTCTBYIOT, S pHUTEMA C/1a00
BOCIIA/IUTe/IbHAsI CHHIONITHO-PO30BOTO IIBeTa («CHpeHeBoe ISATHO ).

3aTeM B LIEHTPAJIbHOUW 30HE MOSIB/ISIETCSI MOBEPXHOCTHOE YIJIOTHEHHE,
KOTOpO€ MproOpeTaeT BOCKOBUIHO-0€/IbIH 1IBET (THIIa C/IOHOBOM
KOCTH ), 1O Teprdeprr KOTOPOTO BUIEH Y3KUI CHpeHeBaThIi 000/I0K,
Ha/In4yUre KOTOPOTO CBUAETE/IbCTBYET O COXPAHAIOLLENCSI aKTUBHOCTU
Ipolecca.

Ha moBepxHOCTH OTAE/MBHBIX 04aroB MOTYT OBITH ITy3bIPH, MHOT/IA C
reMopparvieckmuM cofiepXXuMbIM. BoSHUKHOBeHUe Iy3bIpei
CBSI3BIBAIOT C HAPYLIEHHUEM YI/IeBOZHOTO OOMeHa.

[Tpu perpeccupoBaHUY O4Yara OCTaeTcs arpodusi, THIIEPITUTMEHTAIIHS.






JinHeEUHaa popMa——._ —

OnHa 00BIYHO BO3HUKAET B IETCKOM BO3pacCTe,
T7IaBHBIM 00Pa30M Y IeBOYEK.

O4aru MOTyT pacHo/ararbCs Ha KOHEYHOCTSIX,
BBI3bIBASI aTPOPHIO IITyOOKUX TKaHEeH, BKIIOYas
MBIIIIBI U KOCTH, OTPAaHHUYMBasI IBYDKEHHUSI, €CJTH
10/I0Ca CKJIEPO3a 3aXBaThIBAET CYCTaBhl; HA ITI0JIOBOM
YjieHe B BH/Ie KOJIbIIA B 3aT0JIOBOYHOM O0pO37e; Ha
BOJIOCHCTOM YaCTH T'OJIOBBI, YACTO C IIEPEXOIOM Ha
KOXXy /104, HOCa, COTTPOBOXXIASICh BEIPAYKEHHOM
aTpodueii He TOTBKO KOXXH, HO Y MOJIeXKAITUX
TKaHeH, 4YTO IIPHUAaeT UM CXOICTBO C pyOIIOM mocJie
yaapa cabsiei.
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KansieBUAHBIA BADUAHT OTPAHUYEHHOM
CKJIEpOIepMHU, OLHAKO 3TO He SIBISIETCSA
OOIIeNpU3HAHHBIM.

XapakTepusyeTcss MeJIKUMH aTpOPUIeCKUMU OYaraMu
MOpa)KeHUs1 6e/1ecoBaTOTO IIBeTa C TOHKOUM CKJIQA4aTOo-
aTpo(pHPOBAHHON KOXKel, OKPY)KEHHOU Y3KHUM
SPUTEMATO3HBIM BeHYMKOM. MeKre oyaru
IPYIITUPYIOTCS, 0Opa3yst IOJIsl TOPAXKeHHUSI IO 10 CM B
nvaMmeTtpe u 6oriee.






©® Ilposasnsercs
HeCKOJbKUMM O4YaraMu
MTOPAKEHUS,
PACIOJIaralIMUCH B
OCHOBHOM Ha TY/IOBHUIIIE,
6e3 HIu C
He3HaYMTeIbHbIM
yIUIOTHEHHEM, PO30BaTO-
CUHIOLIHOTO 1IBeTa,
CMEHSIIOIerocs 3aTemM
OypOBaTBHIM OTTEHKOM U
e/IBa 3aMeTHOU
TMOBEPXHOCTHOM
aTpoduen.
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"0 | [IposiBnsieTcsi mopa)keHrueM BCero KOXXHOTO MOKPOBA , KOTOPBIU
CTAHOBUTCS OTE€YHBIM, TVIOTHBIM, Ma/IONIOJABUXHBIM, BOCKOBUIHBIM,
WJIM B BUJle aKPOCKJIepo3a ¢ HanuboJjiee 3HaYUTETbHBIMH
M3MEHEHUSIMU KOXXU JIMLA U JUCTAJIBHBIX OTZE€/I0B KOHEYHOCTEH,
I7ITaBHBIM 00pa30M BEPXHUX.

[Tpouecc nmeeT 3 cTaguM - OTE€Ka, CKJIepo3a v arpodumn.

Otek HaYWMHaeTcs U 6oJiee BRIPAYKEH HA TY/IOBUIIE, OTKYAA OH 3aTeM
PAaCIIPOCTPAHSETCS Ha APYyryue Y4aCTKHU Tela.

[TocTerneHHO pa3BUBaeTCs YIUIOTHeHHE. JIUII0 CTAHOBUTCS
aMHUMMYHBIM, HAIIOMUHAET MAaCKY, BOKPYT pTa pOpPMUPYIOTCS
KHCeTooOpasHble CKIaJKHU. SI3bIK BBICOBBIBAETCS C TPYIOM M3-3a
CKJIEpO3a y3[IeYKH. BO3HMKAIOT 3aTpyiHEeHUS IIPU IPOT/IaTbIBAHUU
nuiny (Cy)xeHust muieBoza). Takoro pojia mopa)keHre MOXKeT
JIOKAJIM30BaThCs HA ITOJIOBBIX OPraHax, B KPYIMHbBIX KOXKHBIX CK/IaKaX,
Ha TY/JIOBUIIE. YIJIOTHEHHAs KOXKa HaJl CYyCTaBaMM 3aTPYAHSIET
IBIDKEHHeE TaJIblieB (CKIepOAaKTHS), I€TKO TPAaBMUPYETCS, YTO
MOYXET IIPUBOAUTH K TPYAHO 3a)KHUBAIOIIMM SI3BaM.



CTamus OTeKa M YIUIOTHEHHSI CMEHSIETCST aTPOPHEN KOXKH,
MBILLILI,

CnencrBuem aTpodpuveCcKUX U3MEeHEHUH KOXXU MOXKET ObITh
MOMKHIOAepMHUS (C Te/IeaHIMOKTA3USIMH, ITePeMEXKAOITMHUCS
Y4aCTKAMU THIIEP— U JeIIUTMeHTAllMU U aTpodpn ), BbIaJeHHe
BOJIOC. Y 3HAYMUTETLHOM YacTH 60/1bHBIX (70 25%) HabI0maeTCs
OT/IO)KEHH e COJIeH Ka/IbIIHS B KOXKe U MTOAKOXXHOM K/IeTYaTKe
(cuuapom Tubnseprxa—Beiiccenbaxa), penomen PeiiHo.

Cuaapom Tudobeprka—BeiicceHOaxa XxapakTepusyeTcs
MOSIBJIEHHEM TUTOTHBIX e JUHUYHBIX UJIU MHOXXeCTBEHHBIX
OTTyXOJIeBUAHBIX 00pa30BaHUI KOXXU, TPeNMYIIleCTBEHHO Ha
BHYTpPeHHEeU MOBePXHOCTH KOHEYHOCTEU.

deHomeH PeliHO - 3TO 3HAUUTE/IBHO BbIPA)KEHHAsI peaKI[Us
MeJIKMX KPOBEHOCHBIX COCYLOB KOHYMKOB MaJIbLIeB Ha
BO3/I€MCTBUE XOJIOZA UJIW TICUXO3MOLIMOHAIbHOE TIOTPSICEHUE.
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'Z[I/IaI'HOB CTABUTCSI HA OCHOBAaHWHU KJIMHUYECKOU KapTHWHBI.

M3 1abopaTopHbIX METOOB MMPH OrPaHUYEHHOM
CKJIepOJIepPMHH HauOoJIblllee 3HaYeHe UMeeT
I'MCTO/IOTUYeCcKoe UccaenoBanue, mpu nud@Ppys3Hoi, Kpome
TOTO, — OOHApY)KeHHe aHTUHYKJ/IEAPHBIX U
AHTUIIEHTPOMEPHbBIX aHTUTEJ, HYKJ/IEOISIPHBINM THII
CBEeYEeHMS IIPU PEAKIINU UMMYHOQTI0OPECIIEHITHH.

[TporHos 3aBuCHT OT cTaguu U popMmbl 3a001eBanust. OH
HavMeHee OJIarONpUsTeH ITPU CUCTEMHON CKJIEPOJIEPMHUH,
0coOeHHO TpHU reHepain30BaHHOM popMe,
COMPOBOXXIAIOLIENCS TOPAXEHUEM MHOTMX BHYTPEHHUX
OPTraHOB, YTO HEPeAKO IIPUBOJUT K JIETAJIbHOMY UCXOLY.
[1pn orpaHUYeHHOU CKIePOAEePMUU IPOTHO3 B
OOJIBIIMHCTBE CTy4YaeB XOPOIIUH.
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IpaHyNAPHBIA THN CBEYEHUR LnTonnaamaruyeckui tun caevenus (Jo-1)

PucyHok 7. Tunbl uMMyHODA0OpecUeHuMH AHA Ha KNeTOYHOR NuHWH HEp-2




JlnarHo3 CUCTeMHOM CKJIePOJIEPMUH SIBJISIETCS TOCTOBEPHBIM
IIPU HATMYUH OFHOTO «OOJIBIIOTO» WJTH IBYX «MaJThIX»
KpuTepHeB (AMepHKaHCKast KOJIJIETUsI PEBMATOJ/IOTOB).

«bonbmION» KpUTEPHUN:

[TpokcruMasibHaAsT CKJIEPOAEPMHUS: CHMMETPUYIHOE YTOIIeHUe
KOXXHM B 00/IaCTH MaJIblIeB, C PAaCHPOCTPAaHEeHHEM ITPOKCUMATBHO
OT MACTHO-($ATAHTOBBIX U TUTIOCHE(DATAHTOBBIX CYCTABOB.
M3MeHeHMs KOXKM MOTYT HAO/TIOAThCS HA JIUIIE, IlIee, TPYAHON
KJIETKE, KUBOTE,

«Masbie» KpuTepuu:

1) CK]IepO,ZLaKTI/I]II/IHZ nepevyncjieHHbIE BbII€ KOXXHbIC N3MEHECHNSI,
OI'PaHHUYECHHBbIEC IIa/IbIIaMH.

2) /lurutanbHble pyOUMKM — YYACTKH 3allaIeHUsT KOXKU Ha
TUCTATBHBIX PalaHTaX MasblieB WM MTOTEePs BellecTBa
MoAy1IeYeK MajIblieB.

3) [IBycTOpoHHMI 6a3aabHbIM MTHEBMO(PHUOPO3; ceTyaThie UIH
JTMHEWHO-Y3/10Bble TeHU, HanboJiee BbIpa)KeHHbIe B HIDKHUX
OT/Ie/IaX JIETKWUX MIPU CTAaHJAPTHOM PEHTT€HOIOTMIeCKOM

ob6ceToBaHNUM; MOTYT OBITH ITPOSIBIEHUS TI0 TUITY «COTOBOTO
JIETKOTO».




Jleyerne

MMeHULIJUIUH
JINIA3y

AHTUTMCTAMUHHBIE U aHTHCEPOTOHMHOBBIE ITPeIaparhl
(AMa30/IMH, ITIePUTOJI)

IpernapaThl yy4lialonire MUKPOLIMPKY/ISIIUIO U TKAHEBbIH
oOMeH (TeOHUKOJI, TeHTOKCU(PU/UTHNH, IMHHAPU3WH).

AHTHOIIPOTEKTOPbI, KOTOPbIe BOCCTAHAB/IMBAET HAPYIIEHHYIO
MUKPOILUPKY/IALHNIO (TPOAEKTHH, TAPMHUIWH )
Butamuinel rpynnbel A v E

Mcronb3yioT TakKe HeCTepoOUuAHbIe IPOTUBOBOCIIAIUTE/IbHbIE
MpenapaTsl U HTUTOCTAaTHUKU.

AuTrdubpo3HOe IedeHre CTAaHOBUTCS HEOOXOUMBIM TTPH
nnddysHol cknepomepmur. OCHOBHOM Mperapar JaHHOU
rpymiibl — D-neHun/IaMuH (KyrpeHH I, apTaMyH ),
MOAAB/ISIIONINI pa3dpacTaHue GpuoOpo3a.



CocyaucTas Tepanus HeoOXoaMMa il yCTpaHEeHH s
MPOSIBJICHUU CUHAPOMA PerHo, paclimpeHus COCyZ0B
Y YIy4IllleHHUs TeKydeCcTH KpoBH. PenyTamuio Hanbosiee
3P PEKTUBHBIX COCYIOPACITUPSIONINX ITPENapaToB
MTOTYYHTHA OJIOKATOPHI Ka/IbIIMEBBIX KAHAJIOB —
BeparnamMuJI, aMJIOAUNUH, HUpeaunuH u ap. [Ipu
MTOpaYKeHWH TTOYEeK UX MPHUMeHeHHe MOKa3aHO BMecTe
c anruoutopamu AI1®, KoTopble CHIDKAIOT KPOBSTHOE
naBjieHe U CITOCOOCTBYET Y/IyUllIeHUI0 pabOThI TTOYEK.

D PPEKTHBHOCTD COCYOPACIIHPSIONINX MTPEeapaToB
yBE/TMYMBAETCS TTPY KOMOWHAIINU ee C TpernapaTamMy,
YIYYIIAIOUIUX TeKy9eCTh KPOBH — aHTHATPEHTaAMY, a
TaK)Ke aHTUKOATy/ISTHTaMH.



Tak >xe MOTYT UCITOP/TE30BaTh GePMEHT KA/I/TUKPEHH,
KOTOPBIN OTIIETUISIET OT MPUCYTCTBYIOIIETO B TI/Ia3Me
KUHUHOTEeHA OMOIOTUYeCKHU AaKTUBHbIE KUHUHBI -
OpaJIMKVUHWH U Ka/UTUIHUH, KOTOPbIE OKA3bIBAIOT
paccnabisitoliee AeiCTBHE Ha TIAIKYI0 MYCKY/IATypPy
neprudpeprUIeCKUX KPOBEHOCHBIX COCYZIOB, UTO
CIIOCOOCTBYET y/IydIlIeHUI0 KPOBOCHAOKEHMSI OPTAHOB
1 TKaHeM (rmpemnapaT AHIEKaJINH).

[Ipyn nopakeHnH NUlLeBOAA Bpad HePeMeHHO
Ha3Ha4vaeT IPOOHOe MUTAHME U TIPeIapaThl, KOTOPhIe
JleYaT HapylleHWe ITIOTAaHUS — IPOKUHETUKHU.



Jleyenue CHCTEMHOM CKITEPOIEPMHUH COTPOBOXKAAETCS
IIpUMeHeHreM jie4eOHOM TMMHACTUKH, MacCaXka, MeCTHOM
Tepanuu (aNMUIMKALIUY C TUMETHUICYTbPOKCHUIOM, KOTOPBIM
MOMXHO COYEeTATh C COCYAHUCTHIMU U MIPOTUBOBOCIIATUTETbHBIMHU
pernapaTamu)

bonpHbIM ¢ xpoHnUueckor CC/l mokazaHO CaHATOPHO-
KypOPTHOe€ Jile4eHue.

BosmoyxkHO nmpuMeHeHHe 6aTbHEOTePATIUH, IPsi3eIeYeHus],
¢usuoTepanuu u T.a. [Tpy mpenMyIiiieCTBEHHOM MOPAXKEHUH
KOYXH XOPOIIIO ITOMOTA0T CEPOBOIOPOAHBIE U YIIEKUCIIBIE
BaHHBI, DU MPENMYIIIeCTBEHHOM ITOPAYKEHHUH OITOPHO-
IBUTATE/IPHOTO arliapaTa — paJjoHoBbIe. B cyyae mosiBmeHus
$rOPO3HBIX KOHTPAKTYP IMTPUMEHSIETCS TIeJI0HUI0TePaTIHs
(rpsisenieyenue).

JleyeHue IOKaIbHOI (0YaroBoii) CKIepOAepMUH
IperosaraeT, IOMHUMO TEIJIOBBIX MMPOILeAYP U IPYTHX
BBIIIIEOITMCAHHBIX TePAITH, TAK)Ke MACCAXK U JIedeOHYIO
IMMHACTHKY.



