YBeuTHI IpU
CKAEPOAEPMUN

Bemmoarmaa: ZAKurseimaesa O.11.



CucremHasa ckaepoAepMUA

= IIPOTPECCHPYIOIEE CHUCTEMHOE 3200AEBAHUE, B
OCHOBE KOTOPOTO AEKHUT BOCITAAUTEABHOE
IIOPAKEHUE MEAKHX COCYAOB BCETO OPraHU3MA, C
ITOCACAYIOIIIMI (PIOPO3HO-CKAEPOTHIECKIMHA
M3MEHEHUAMHI KOKH, OITOPHO-ABUTATEABHOTO
arIIIapaTa U BHYTPEHHUX OPTAaHOB.



DTUOAOTUA

s HacaeacTBeHHAA IPEAPACIIOAOKEHHOCTD

= [IpoBormpyromime pakTopsl: IEPEOXALKACHHUE,
WHEKTNA, BHOPATUA, YABTPADHTOAETOBOE
N3AYICHUE, HUTPATHL, IIECTUIIUABL U T.A.



Kananuka

# (Co CTOpOHBI KOXKH PYK:

YTOAITIEHUE, TPUITYXAOCTh KOHYNKOB ITAABIIEB,
OAEAHOCTD, IIOKAABIBAHUE I OHEMEHUIE;

# (Co CTOPOHBI BHYTPEHHUX OPTAHOB:

Hapyrrenue niepuctaAbTHKY IHUIITEBOAA.
3200AEBAHNE CEPAITA, ACTKUX U ITOYCK.

Aerkue APTPUTEL I MUO3UTHI.



(V]

CMMHAPOM PEMHO




baameunasa ckaepoaepmu




AuHelHaA CKAEpOAEpMUA

4 N

k.




byaae3nasa ckaepoaepmus




OrpannueHHaA CKAEPOAEPMUA C
OAHOCTOPOHHEU aTpodpuent AuIa

—




CREST-cuaapom

C — Calcinosis — Kaapiimuos

R — Raynauld's phenomen — dpenomen
Peitno

E — Esophageal dysmotility — Hapymienue
IIOABU>KHOCTHU ITHIIIEBOAA

S — Sclerodactyly — ckaepopakTuanua

T — Telangiecasia — cocyAuCTbIE€ 3BE3AOUKH



ITopaskenue raas

s 3HAYNTEABHO U3MEHAIOTCA BEKH 3TO 3ABHCHUT OT
CTAANM OOAe3HU. Bradase HaOAroAQroTCA
OTEYHBIE ABACHUSA, IIO3AHEE ATPOPUIECKHE.
OTek BEK, IT037Ke Pa3BUBAIOTCA PYOITOBBIE
M3MEHEHUA, PECHUIIBI BEITIAAAFOT. Ha
KOHBIOHKTHBE BEK aMITYAOOOPA3HEIE
PACIIIIPEHUA COCYAOB, ATPOPHUA KOHBFIOHKTHBEI
(IIO3AHAA CTAAUA), SKTPOIIHOH.



I'AazHOE AHO




Anmarmocruka

OAK (amemus, yckoperue COD)
OAM (mpoTenHypHA-TIPH TOPAKEHIUH ITOYECK)

b/x kpoBu (moBeririerue yposusi KOK,

kpeatmamHA, ANT, ACT, OmanpyonHa)
C-peakTUBHBIN OEAOK

Ompeaeaenue yposua CXCL4. CXCL4 asaserca
BAB, kKoTOpO€ BEIAEAAETCA ITAA3ZMATHIECKIMHA
KAETKAMH U IIPEHATCTBYET IIPOIIECCY
dopmMupoOBaHUA HOBEIX COCYAOB.



Anmarmocruka

0 AHTHHyKAeaprIe AHTHUTEAA. AHTHHyKAeaprIe
artuTead (ANA) BeraBAsrOoTC ¥ 90% OOABHBIX
CKAEPOAEPMUEN.

s AHTHTEAZ K TOTOM3oMepase 1. AuTureaa
Tononzomepase 1 (ant-Sc/-70) BersBasiroTCA ¥
30% OoABPHBIX AUPIDYIHON CKAEPOACPMHEL.



Anmarmocruka

DKT

V3V nieuenn, rmodvex, cepAlia
KT

ITpocras paanorpadus
Dupockormd AKKT

Il mcroAormyeckoe MCCAEAOBAHUE



AeueHue: o0mIAA TEpAIUA

depMeHTHBIE TPETTAPATEL;
COCYAOPACIIHPAFOIIIIE IPEIAPATH;
IIPEITAPATEL, TOAABAAIOIIIIE IMMYHHUTET;
IIPOTUBOBOCITAAUTEABHBIE IPEIAPATHI;

XCA&TOPH&H Tep alIA.



DepMeHTHBIE TPENIAPATHI

AOHTHAQ32;
POHHAA32;
ATIAQ32;
TPUIICUH;

XI/IMOTpI/IH CHH.



CocyaopacimupsArommmue
IIpenaparsl

O BAOKaTOpr KAABITUEBBIX KAHAAOB.

s arnontoper dpocdoanacrepassr



IIpenaparel, IOAABAAIOIITHE
MMMYHUTET

LInkaodocdamua
Merorpekcar

I ImkAaociopun
A3aTHOIIPHIH

Putykcrmma0o



IIpoTnBOBOCIIAAMTEABHBIE
IIpernapaThbl

s Amkrodenak
s loymopoden

s MeAoKcHuKam



XeAaTopHaA TeEpANNA

m HAIIPaBACHA HA BBIBEACHHE U3 OPraHU3Ma
OIIPEACAECHHBIX BEIIIECTB IIYTEM X CBA3BIBAHUSA
CO CHEMUMPUIECKIMHI ACKAPCTBEHHBIMU
npenaparamu. | Ipu ckaepoaepmun
HCIIOAB3yeTCA D-ITeHuImAAaMuH, KOTOPBIU
CITOCOOEH BEIBOAUTH MEADb 13 OPraHM3MA.
baAaroaaps stomy yaaercsa CHU3UTD CKOPOCTD
00pasoBaHnA (PUOPO3HOM TKAHHU U YMEHBIIIATE
MHTEHCUBHOCTb BOCIIAAUTEABHOM PEAKIINU (Meds
1He00X00UMa 019 HOPMAALHOU Dabonisl KAEHI0K,
CUMIMEIUDYIOMUX: COCOUHUINCABHOMKANHBIE 6010KHA).



MecTHAA TEepaANuA

Mecrras Teparms:
HIIBC xanan (AmkAod, HakAOD,

MHAOMETAITIH);

I'KC xamman (A€KcamMeTa3oH, IIPEHAIINA,
MAKCHAEKC);

I['KC c¢/xk, c/T.

ADb kamam.



