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CoaepxxkaHue:

Yto Takoe cknepoaepMus’?
[IpryrHbBI CKIIEPOAECPMHUHU.
Cucremusie popMbl (auddy3nas, CREST-cungpom).

Orpann4eHHbIe (DOPMBI (KOJIbLICBasI, OTPAaHUYCHHA,
JTMHEWHAsN).

[Iporpeccupyromiasi CKICPOACPMHUS.
Craauu CKIEPOACPMUM.
JIMarHoCTUKa CKIEPOACPMUM.
JleyeHune CKIIepoaEpMUM.
[IpodrinakTruka CKIEPOACPMHUH.



YT1o Takoe ckiaepoaepMusi’?

- HeoObIUHas (popMa apTpuTa, ONMCAHHOIO KaK "OTBEPACHUE KOXKU',
ITOCKOJIBKY 3TO OJIHO U3 OCHOBHBIX MPOSBICHUN NP JAHHOM
3a00JICBAHUH.

- nuddy3HoEe 3a00JI€BaHNE COSAUHUTEILHOM TKaHU, IIPU KOTOPOM B
OTJICITbHBIX YUaCTKax KOXKH, a MHOIJIA M BO BCEH KOXKeE,
OTKJaJbIBacTCs pPyOIioBas TKaHb. [Ipu pacmpocTpaneHuu mpoiecca
pyO110Basi TKaHb 00PA3yEeTCsl HE TOJBKO B KOKE, HO U B OTIOPHO-
JIBUTATEIILHOM aIliapare, JeTKuX, MUIEeBApUTEIbHOM TPaKTe,
cepAlle 1 MovyKax.



IHIpMYHMHBI CKJICPOACPMUHA

[IprunHbI 3a00€BaHNsT HEU3BECTHBI. CUUTAETCH,
YTO CKJIECPOACPMHUS PA3BUBACTCS O] BIUSHUEM
HEKOTOPBIX BHEHTHUX (PAKTOPOB Y JIFOAEH C
ONPENAECTCHHBIMU T€HETUYECKUMH HAPYIIICHUSIMU.

K BHEmHUM (hakTopamM, CHOCOOHBIM TPOBOLIMPOBATH
pPa3BUTHUE CKIECPOJAECPMHUU, OTHOCATCS PETPOBUPYCHI,
KBapleBas 1 KAMEHHOYTOJIbHAS MMbLIb, OPraHUYECKHE
PacTBOPUTEIIN, BUHWIXJIOPH]I, HEKOTOPHIE
JIEKapCTBEHHBIE CpeICcTBA (OJICOMULIMH U PsiA APYTHUX
pEnaparoB, IPUMEHAEMBIX Il XUMUOTEPAITHHN ).




Ectb aBe riiaBabie (GopMblI 3200/1¢BaAHUA -
CMCTEMHAsl M OTPAHUYCHHAS.

CucteMHbIe GOPMbI CKICPOASPMUHN TAKKE ACIATCS Ha IBE
(bOpPMBI - paCHPOCTPAHECHHBINM CUCTEMHBIN CKJIECPO3 U
OTPaHUYECHHBIN CUCTEMHBIN CKJIEPO3. CUCTEMHBIN CKIIEPO3
oApa3zyMeBaeT (POpPMY CKIEPOIEPMBI C OOIITUPHBIM
MOPAKECHUEM KOXKHU U TAKXKE C TOPAKECHUEM PA3IIMYHBIX CUCTEM
TeJla, TAKUX KaK MUILNEBOJI, CYCTaBhl, KAIIICYHUK, JCTKHE,
CEpJILEC U TTOYKH.

Tedenne 00€3HM 3aBUCUT OT TSXKECTH W/UJIA IPOrPECCUU
0ome3nn. OHa MOXKET KOJICOaThCS OT ITUPOKO
pPacIpOCTPAHECHHOIO YINIOTHEHUS KoM (auddy3Has hopma) K
OoJiee orpaHndueHHOMY TopakeHuto Koxu (CREST -
CUHIPOM ).



(py3Hasas opMa CKIEPOACPMBI

@ CHUCTEMHBIU CKIIEPO3 U
U3MEHEHUS KOKU BO MHOTHX
4acTsXx Teja.

II;moTHas, ristHIIEBas KOXKa,
HAITOMHHAIOIIASA CJIOHOBYIO
KOCTb, MOJKET OBITH Ha
TYJOBHUILE U BEPXHUX
KOHEYHOCTSIX, TaK K€ M Ha
JIALIE, TPYIU U HAXKHUX
KOHCYHOCTSIX.




JInmo mackooOpa3Hoe,
AMUMHYHOE, YIIHBIE
PAKOBHUHBI U HOC
MCTOHYEHBI («IITHYUM »
HOC), I'YOBI TOHKHE,
3aTPYJHEHO OTKPBIBAHHUE
pTa, BOKPYT KOTOPOIO
(hOPMUPYIOTCS MOPIIAHEI
(KKHCETHBIN» POT),
HapyIIEHO CMbIKAaHUE BEK,
HapyIIaeTCs pOCT PECHHUII X
1 OpOBEN.




CrnenuduieckuM HOPAKECHUEM
SBJISIFOTCS CyCTaBHBIE U3MEHEHHUS TIPU
ckiepoaepmuu. IIposBisroTCa OHU
BOCHAJICHUEM C JIOBOJIbLHO OBICTPHIM
HapyIIEHUEM MMOJBUKHOCTH CyCTaBOB
1 (QOPMUPOBAHUEM, TAK HA3HIBAEMBIX,
KOHTPAKTYp, T.€. HEOOpATUMOM
TYTOINOJBUXHOCTH W3-3a pa3pacTaHUs
(uOpO3HOM TKAHH B CYCTaBE U MOTEPHU
AJIIACTUYHOCTH €€ KaICyJIbl.

[TogaBusrorcs >kaj100bI HA

YTPEHHIOK CKOBAHHOCTH,
YMEPEHHBIE MPEXOAAIIE 00JIH,
OLIYIIEHUE «XPYCTa» B CyCTaBaX.
[TopaxkaroTcst CycTaBbl B 30HE
KOXXHBIX IIPOSIBJICHUM.




CREST-cunapom

CREST - aKpOHUM, COCTABJICHHBIN U3 MEPBBIX OYKB MATH CaMbIX
BUIHBIX IIPOSBICHUI 3TOM (hOPMBI CKIECPOIEPMBI:

- kanbIHO3 (Calcinosis): ckomieHne coiel KalbIns MO/ KOXKEH;

- cunzipoM Peiino (Raynaud's phenonemon): npeacrasisier co0oil peHoMeH
Tpex(azHOro N3MEHEHHS I[BETa KOXKU MaJbIEB PyK U HOT, @ B OTACTbHBIX
ClIydasix TaKKe KOHUMKa HOCa, T'y0, KOHYHMKA S3bIKA, YITHOW PAaKOBHUHBI.
Brauane npucTymna nosBisieTcsi HoOeIeHne KOXKH, COMPOBOXKIAIOIIEECs
MOXOJIOIAHUEM U YYBCTBOM OHeMeHHUsl. JTa (pa3a cMeHsieTcs pa3oi uaHosa
nocuHeHneM KoxH. [1o OKOHUaHUYM MPUCTYTIA TOSABISIOTCS TOKPACHEHHUE C
OIIYIIIEHUEM JKapa, «TOJI3aHUs Mypallek», HaMpsHKEeHUEM 1
00JIC3HEHHOCTEIO;

- nucynkuus nuiieBoaa (Esophageal dysfunction): Hapyienue nBurareabHON QyHKIIMNA HUKHEH TPETH
MUIIEBO/IA;

- ckieponaktunus (Sclerodactyly): maibibl CTAHOBATCS XyIBIMU U MAJIONOJIBUKHBIMU, C KPYITHBIMU HOTTSIMU
Y YTOJIIIEHHBIMU KOHILIEBBIMHU (DaJlaHraMu U UX TPYAHO CXKAaTh B KyJaK (COCUCKOOOpa3HbIE MaJblbl);

- renanrudkTasuu (Telangiectasia): pacumpenre KanuisipoB U MEJIKMX COCYA0B KOXKH, HATOMUHAIOLTUX
3BE3/I0YKY, Ha JIUIIE, BEPXHEW MMOJIOBUHE TYJIOBUIIA U IPYTUX yUaCTKaX.



OrpannyeHHbIe (POPMBI CKIEPOAECPMbI

OHH BKJIIOYAIOT KOJIBLEBUIHYIO CKIIEpoAepMuto (morphea),
OTPAaHUYEHHYIO CKJIEPOJIEPMY, KOTOpast HAYUHAETCH C
BOCHAJIMTEIbHOU CTAJINU, COIIPOBOKIAEMOU TOSIBIEHUEM
HEOOJIBIIIOTO YHCJIa OKPYIIIBIX 0YAaroB MOPaKEHUsI, U TUHEUHYIO
CKJIEPOAEPMY, KOTOpas IPOSABIISIETCS I'PYIION YILIOTHEHUM
KO>XH, 4YaCTO OrPaHUYNBAECMON OJHON 00JIACTHIO.




® QOuaru B CBOEM pa3BUTHU MTPOXOAAT TPU
CTaJIM: MSATHA, OJISAIIKU, aTpOPUH.
Haunnaercsa 3a0o1eBaHue HeE3aMETHO, C
MOSIBJICHUS OJJHOTO WJIM HECKOJIBKHUX
CHPEHEBO-PO30BBIX OKPYIIIBIX JTHOO
OBAJIbHBIX MATEH Pa3IMYHON BEJIMYUHBI.
[TocTeneHHo EeHTp MATHA OJICTHEET U
HAYMHACT YIIOTHATHCA.

Ouar nopaxeHusi MOoCTENEHHO
IIPEBpPAIACTCI B OYCHD IMIIOTHYIO
OJISIIIIKY 5KEJITOBATO-0EeJIOro 1IBeTa ¢
IJIaIKOM OJIECTAIIEH TOBEPXHOCTHIO.

BoJsiochl Ha OJISITIIKaxX BBINIAJIAI0T, PUCYHOK
CIIAXKUBACTCS, TTOTO- U CATIOOT/ICIICHUE
MPEKPaIIAOTCA. 3aT€EM MOCTENEHHO
MOPa’KEHHBIA Y4aCTOK aTpoupyeTcs U
3amnajiacT.




B nanpHeieM, 11 KOJIbLEBUIHON CKICPOACPMUN OOBIYHO
XapPAKTEPHO CTUXAHWE aKTUBHOCTH IPOIECCA TTOCIE
HECKOJIbKHMX JIET O0JIE3HHU, CO CMATYECHUEM KOXKHU U
NUTMEHTalKNEN (OKpaIIMBAaHNUEM), U C 3aTOHYBIIMMH
y4aCTKaMM KOXH.

JI7ist TMHEWHOM CKIIepOIEpMUU XapaKTepeH Oosee
JTUIATEIbHBIA TPOMEKYTOK BPEMEHU JIJISl YIIy4IICHUS
IpOoIIECCa, U B IOBPEKICHHBIX y4acTKaX KOXH MOTYT
CKAIUIMBAThCS OTIOKCHHUS COJICH KaJIbIHS.

JIuHeitHas ckaepoiepMusi 0OBIYHO MOPAKACT
MaJIBIIIEH.




Ilporpeccupyroinasi CKJIepoaepMust

Pa3zBuBaeTcs BHaYajae Ha BEPXHUX KOHEUHOCTSIX, MaJIbIIaxX

PYK (CKJIEpOJAKTHIIINS ), peKe Ha JIule. B KOHEUHOCTSIX :
OTMEUYAETCS MOKAJIBIBAHUE U AP., TAKUE SIBICHUS MOTYT

OTMEUaThCsl B TCUCHHUE HECKOJIbKUX JIeT. B najgpHeneM \
MaJIbLIBI HCTOHYAIOTCS, UX KOXKA MJIOTHO MPUJIETAET K '
KOCTSIM, Kak Obl CIIaUBAeTCS C HUMU, OHU KKy TCS '
CYXHMH, C TPYIOM crudarorcs. Ko>1<a Ha HUX IIproOpeTaeT
OypoBaTO-TEMHBIN WK cepblii LBET. [locTeneHHo nporuecc
PACIIPOCTPAHSAETCS HA MPEAIUICYbS, IICHO U T. . ‘
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[Ipu mporpeccupyromeM nporecce HorTu
VMCTOHYAIOTCS, MHOTAA CXOIAT. CKIEPOTUUECKUE

Eade, SV U3MCHCHHS MOI'YT PaCOpOCTPAHATHCS HA ITOAKOXKHYIO
o 1 § KJIEYaTKY, MBIIILbI, CYXO0XKUJIINSA. JINIO TTOKpBIBaeTCS
OypoBaTo-TeMHBIMU IsiITHaMHU. [Iporiecc MoxeT
IIOCTEIEHHO PaCIPOCTPAHATHECS Ha BCIO IIOBEPXHOCTH
KOJXH.




Craauu crjiepoaepMuu

Craaudg oTéxa.
Craaus ckiaepo3a (YyIIOTHEHHS ).

Cragus atpodun.



Craausi 0T€KA 1Ipu CKICPOJECPMHUU BCTPEUACTCS
JIOCTAaTOYHO PEJIKO.

Koxka B 3TOM cTamuu 3a001eBaHUsg
MOYKET UMETH IIBET OT
HOPMAJILHOTO JI0 SIPKO-KPacHOTO,
KPACHOTO C CUHIOIIHBIM OTTCHKOM,
Ha BUJ J1agas, OjecTsamias u
HaIpsKEHHAS.

Craaus 0T€Ka MOXKET OBICTPOM NEPEUTH B CTAIMIO YINIOTHEHUS WU
HAa00OPOT, IJIUTHCSI HECKOIBKO HEAEb.



Craauns VILIOTHCHHMS xapakTepu3yeTcs "XpslieBaTon',
" TepeBHUCTON" KOHCUCTECHIIUEN KOXKH, KOTOpasi CTAHOBUTCS INIOTHOM U

XOJIOAHOM Ha ONIYIIb.

Koxka ¢ TpyzioM Oepércsi B CKIIaAKy (MU HE
OepéTcst COBCEM), HE CIBUTACTCS C
HOJICKAllUX TKaHEH.

[Topak€HHbIe y4acTKU MPUOOPETAIOT TPSA3HO-
CEPBIM UM BOCKOBO-KEITHIN LIBET C
OKPY>KaIOIIUM UX XapaKTEPHbIM rojy00BaThIM
BEHUHMKOM, Ha CAMOM OYare MopakeHUsI MOTYT
pacrionararbcsi HeOOJIbIIINE OyPOBATO-KENTHIE
MsATHA.




ATpoduyeckas cTaaus CKIECPOAECPMUN IPOTEKAET C
MCTOHYCHUEM KOXKH, KOTOpasi CTAHOBUTCS OCJION,
MEPraMeHTOBUIHOM.

 IloakoxHo-kMpoBas KiIeTYaTKa U
* MBIl YaCTO aTPOOUPYIOTCS U

. KOYKHBIE TIOKPOBBI TPUJIETAIOT
HETIOCPEICTBEHHO K KOCTSIM.
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JlnarHocTuka ckJjaepoaepmMun
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JInarHocTuka CKJaepoaepMuu JOJKHA
OCHOBBIBAThCSl HA BU3YAJIbHBIX ITPU3HAKAX
XapAKTEPHON KIIMHUYECKOW KAPTHUHBI,
TUIIMYHOU JJI1 ONIPEAECIIEHHOTO BHUIA
3a00J1€BaHus, a TAKXKE MOJKPEIIATHCS
1a00paTOpHON TUATHOCTUKOM, YTO
MO3BOJISIET YTOYHUTH U MOJITBEPIUTH

AarHo3. [maBHEIN (0OIBIION) KPUTEPHH -

CKIIEPOJIEPMUYECKOE TTOPAKEHUE KOKHU
TyJ0BHIIA (TPOKCUMAJIbHEE TSCTHO-
(haJTaHTOBBIX WJIN TUIFOCHE(DATaHTOBBIX
CYCTaBOB - IPOKCUMAJIbHASL CKIEPOAEPMHUsI).
Mauiibie KpUTEpUH - CKICPOAAKTHIINS, PyOUNKHU
Ha JUCTaIbHBIX (DajaHTrax MajbIeB,
JIByCTOPOHHU 0a3ajibHBIN (hHUOPO3 JETKUX.
JI71s1 yCTaHOBJIEHUS AUArHO3a CUCTEMHOM
CKJIEpOJIEpMUH TPeOyeTCsl HATMYUE MIABHOTO U
JIByX MaJIbIX KPUTEPUEB.




JledyeHue CKiIepoaepMuu

JInnaza BBOAUTCA BHYTpUMBIIIEYHO OT 64 10 128 EJl nnu B
oyarv nopakeHus (pyu OrpaHUYeHHON CKJIEPOJIEPMUMN )

P TTOMOIIHU dIeKTpodopesa uin yiabprpa3Byka. Ha kypc -
15-20 nHBEKOININ.
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PexoMeH10BaHO UepeIoBaHNE ¢ UHBEKITUSIMU aHTHOTPO(PHHA
10 | MJI BHYTPUMBIIIEYHO, JPYTMMH COCYIOPACHIUPSIONIMHI
U PErYJIMPYIOIMUMHA MUKPOLUPKYJISIIIAIO CPpEeACTBaAaMU (HO-
111112, HUKOTUIaH, KaJJIMKPHUEH, aH/IEKaMHHT, KCaTUHO-
JTAHUKOTHHAT).

Xopomuii 3@ dekT naet HazHaueHue BuTaMuHoB E, B15, A,
C. B HEKOTOPBIX Cllydasix [EIeCOo00pa3HO UCIIOIb30BAHUE

CUHTETHYECKUX MPOTHBOMAISPUIHBIX [TPENapaToB Mnaksexnn 200 m
(XMHraMuyHa, ImIakBeHwia). Takke ormedaercs 3PQeKT oT 50 raBnoTo, noxpuTx oG oonouKOR
IpyUeMa rOPMOHOB IIIUTOBUHOU KEJIE3bI - TAPEOUINHA, | e

TOPMOHOB SIMYHUKOB - ACTpainoja OeH3oara.
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IIporuo3 nmpu ckJaepoaepmMun

ITo pesynbpraraMm uCCII€IOBaHUM, S-JICTHSA
BBKMBAEMOCTb OOJIBHBIX CKJIEPOJIEPMHUEH KOJICOIETCS
ot 34 1o 73% u B cpenHem coctaBisieT 68%.

dakropamMu HEOIArOMPUATHOTO MPOTHO3A SIBISIOTCS:

- pacnpocTpaHeHHHas popma;

-BO3pacT Hayasa 0oje3Hu crapiie 45 Jer;

- MY>CKOM TIOJI;

- pubOpO3 JNeTKuX, JIErOUHasi TUIIEPTEH3USI, APUTMUS U
NOpaKEHHUE TTOYEK B MEPBbIC 3 rojja 00JIe3HU;

- anemus, Beicokasg COD, BrIfeiIeHHE OeIKa ¢ MOYOM B
Hayasie 00JIE3HU.




IpopuirakTuka CKJIEPOACPMUHA

Bce OonbHBIE CKIEpOIepMUEN MOIEKAT

JMCIIaHCepHOMY HaOJroieHu0. BpaueOHbIit ocMOTp
OCYIIECTBISACTCS Kaxble 3—6 Mecs11a B 3aBUCUMOCTH
OT TCUYCHUS OOJIC3HU, HATUYNS U BBIPAKEHHOCTH
MOPa’KCHU BHYTPEHHUX OPraHOB.

OaHOBpPEMEHHO MPOBOAATCS OOIIHUE U OMOXHMHUYECKHUE
aHAJIN3bl KPOBU U MOYH. PEKOMEHTYETCSI NCCIENOBAHUE
(yHKIIMU BHEIIHETO JbixaHus U OXoKI.

VY 00abHBIX, HPUHUMAKOIIKX Bap(apuH, CIEAYyET KOHTPOJIUPOBATh IPOTPOMOMHOBBINA MHICKC
U MEXIYHApPOJHOE€ HOPMAIM30BAaHHOE OTHOIIICHUE, a MPHU JICYeHUH UKI0hoCchaHOoM —
HCCIIeI0BaTh OOIIME aHaIu3bl KpOBU U MouM 1 pa3 B 1-3 Mecsiia.



JIureparypa/caur:

http://www.helpskin.ru
http://infomed.by
http://fzoz.ru
http://www.medmoon.ru
http://diagnos.ru
http://www.blackpantera.ru
http://www.printo.it
http://www.nedug.ru



