Ckieponepmus.

KoHcrnekT neKknuu sl CTyIeHTOB JiedeOHOTO (haKyIbTeTa.
Kadenpa nepmaroseneponorun CII6I'MA

Cxuepoaepmus - MOTUCUHIPOMHOE
3a00JieBaHUE, TIPOSBIISIONICECS
porpeccupyonmm Guopo30M KOXKH,
BHYTPEHHHMX OPraHOB U COCYIUCTOMU
MaTOJIOTUEN.

ITaToreHes ckijiepoaepMuu.

1. Hapymenue ¢pynkuun ¢pudbpo01acToB:
YCKOpeHHe OMOCHHTE3a KOJUIarexa,

(dhopMHUpOBaHHE aHOMAITLHBIX KOJIJIAr€HOBBIX -
BOJIOKOH CkiiepoiepMus

2. llopaxxeHue MeJIKUX COCYI0B: 0OIUTEpaLUs MEIKUX apTePUid, apTEpUOJI, KAUIUIPOB,
HapyLIeHHEe MUKPOLMPKYIISLUY, HAPYILIEHUE CTPOSHHS U (PYHKLMU TOPAKEHHON TKaHU.

3. AyToMMMYyHHBIE CABUTH: 00pa30BaHME ayTOAHTUTEN K KOJUIAreHy, SApaM KJIETOK, SHI0TEIUI0
COCY/ZI0B, MBIIIIIAM.

3aboneBaHue Yale BOSHUKACT Y KEHIIUH.
IIposoyupyrowumu haxmopamu SBIASIIOTCA:

* ['opMoHanpHbIE pacCTpoiCTBa (MEHOIAY3a, POIbI, YaJIeHUE SIMYHUKOB)
» ®okanpHas UHDEKIUs

* YOO, nepeoxnakecHUE, MEXaHUYECKAs! TPaBMa
* BakiuHel, CBIBOPOTKH, HEKOTOPBIE JIEKapCTBA.
Kaaccnduxkanus ckiaepogepmuu.

1) OuaroBas ckiepoaepMust

1. bisimeynas

2. MenkoouaroBas

2) CucteMHas CKJIEpOASpMUs

1. Axpockrnepornyeckuit Bapuant (CREST-cunapom)


http://dermline.ru/nav/main/skleroderma.htm
http://dermline.ru/nav/main/skleroderma.htm

2. IuddysHas nporpeccupyromas

KiauHnyeckasi XapakTepUCTHKA KOKHBIX (POPM.

K koxxHBIM (popMaM OTHOCUTCS ouaroBasi CKIepoaepMus (OJsIedHas 1 MeJIKoo4aroBas)
bnaweunaa cknepodepmus.

Broinensior 3 Gpopmbl OnsiieuHoN CKIEpOJepPMUH:

1. OrpannueHHas

2. PacnipoctpaneHHast

3. IlonocoBuaHas (JTMHENHHAsT)

st ocpanuuennoit popmel xapakrepHo 00pazoBaHKe CHayalla OJJHOTO WM HECKOIBKHX
CHUPEHEBBIX IATEH PA3INYHON BETMYMHBI C YeTKUMH (paHuamu 6e3 cyObeKTHUBHBIX OIYIICHUH.
[ToctenenHo, B TeUeHUE MeCsIIa IPOUCXOIUT YILIOTHEHHUE (CKIEPO3HUPOBAHKE) MATHA B LIEHTPE C
oOpazoBanuem Ousitiku. [lo nepudepun yrmoTHeHus: He HAOMIOAAETCS, COXPAHACTCS JTMIOBBIN
BeHUYMK. O4ar MOXeET MOCTENEHHO PACTH, MEHSISI CBOM LIBET HA JKENTOBATHIN (LIBET CIIOHOBOM
kocTn). [Toka cymiecTByeT BeHUHK 3a00J1€BaHNEe HAXOAUTCS B Iporpeccupyromeit craauu. Co
BpEMEHEM (MecsIIbl ¥ TOJIbl) O4ar paspeuraercs, opMupyercs ydyacTok atpodun. Takum
oOpa3om, 3a00JIeBaHKHE B CBOEM TEUEHUH MPOXOAUT 3 ctaauu: 1) marHo 2) Omsimka 3) atpodusi.
Jlokanu3anus nmpouecca - 106as (KpomMe roJjioBbl).

Ilonocosuonas (nuneitnas) cknepodepmus Hadmoaaercs yamie y aeteit. [Ipomece, kak
NPaBUJIO, MPE/ICTABIECH OJJHUM OYaroM, pacrpoCTPaHSIIOIIUMCS JIMHEHHO C BOJIOCHCTOM 4acTH
rOJIOBBI Ha JI0O M CIIMHKY HOCa, HAIOMHHAs pyOel] OT yaapa cabieil («ckiaepoaepMus Tuna
ynapa calnei»)

Menkoouazosan cknepodepmus («00NE3Hb OCIBIX TSTEH.)

3aboyieBaHne Ha6mo;[aeTc;1 Y )KCHIIUH, TPECUMYIICCTBCHHO HAa KOXKC JIOIIATOYHOM U
MMOJJIOIIaTOYHOM obOmacreit CIIMHBI, HA KOXKC I'pyaH, FeHUTAIUuN. Y MYXXYHWH MPpOHECC Yale
JIOKAJIN3YCTCS Ha KOKC KpaﬁHeﬁ IIJIOTH.

OTnuuuTeNnsHOM 0COOCHHOCTHIO SIBJISIETCS OY€Hb KOPOTKUI NIEPUO/ MATHA U OJISIIKH U OBICTpOe
BO3HHUKHOBEHUE aTpodUH B BUAEC HEOOIBIINX YIaCTKOB Oeoro 1BeTa (Oemble msITHA).

AKpocKIepoTHYecKHiT BapuaHT cucTteMHoil ckiaepogepmuu (CREST-cunapom).
Kiaunnuka.

AKpOCKJ'ICpOTI/I‘-ICCKI/II\/'I BapuaHT CHCTEMHOI CKIICPOACPMUU HAUYNHACTCA OOBIYHO HUCIIOABOJIb,
qamic BCCro € NopaxKCeHUus KOXKU IMaJIbICB PYK. HauanpHbie MPOSABJICHUS HAITOMUHAOT CUMIITOMBI
0oie3nn Peiino: 6oJbHBIC JKAIIYHOTCH HA IMOXOJIOAAHUC MAJIBLCB, YYBCTBO ITOKAJILIBAHUA U
MOJI3aHUA MYpaIlICK, KOXKa HpI/IO6peTaCT LIMaHOTUYHBINA OTTEHOK. MIHOr 1A manblibl OeneIoT u
CTAHOBATCS HCHYBCTBUTCIIbHBIMH.

IlocTenneHHO BO3HMKAET IIOTHBIN OTEK U CKJICPO3UPOBAHUEC KOKU, OHA CTAHOBUTCA IUIOTHOM KakK
ACPEBO, FJIa,[[KOI>'I, 6JI€CT${H_ICI\/’I, TECHO CIIASHHOM C IIOJICKAIITUMHU TKaHSIMH. HBCT MCHIACTCS Ha



KEJITOBATO-OENbIi, MaJbIbl HETIOIBIKHBI, cJierka corHyThl. [ToctenenHo mporecc
pacrpocTpaHsieTcs B MPOKCUMAIILHOM HalpaBJIeHUH U JOXOAUT 110 tuieya. OObIYHO uepes 2-3
rojia B mpoliecc BoBJIeKaeTcs Koxa juia. OHa yIuloTHsETCs, MpHoOpeTaeT BOCKOBU/IHBIH 1IBET,
JIMIIO CTAHOBHUTCS MacKOOOPa3HbIM.

[Iporpeccupys kpaliHe MEUIEHHO, ITPOLIECC B NAJbHEWIIIEM WJIM OCTAHABIMBACTCS U UAET Ha
paspelieHne, Ui MOXKeT PUHATH XapakTep auddy3Hol ckiaepoaepmMuu. Bo3MoxHO nopaxkeHue
BHYTPEHHHUX OPraHOB (Yallle MUIIEBO/Ia B BUJE €r0 CYKEHUS)

YacTo B CKJIEpO3UPOBAHHON KOKE OTMEYAIOTCS OTJIOKEHHUS COJIEN KaJbLIMs, MTOSBICHUE
TeJIE€aHTUDKTa3uHU.

VYuuThiBas OMMCaHHBIC BHIIIE KIMHUYECKUE MPOSIBICHUS, aKPOCKIEPOTUYECKUNA BapUAHT
ckiepoaepmun Takxke ob6o3nauaetcst kak CREST-cunapom (uto 0603HaYaeT XxapakTepHbIe
kuHUYeckue mposiBieHus: C - KaabIuHO3, R - henomen Peiino, E - esophagus - mopaxenue
MUIIEBOJA, S - CKIepOAaKTUINS, T - TeIeaHrUIKTa3UH )

JAunarnocruka.

1) O6wpexTHBHOE 00CNe0BaHe OOIBHOTO (JepMaToJIor, TepareBT, HEBPOIMATOJIOT,
o TaTEMOJIOT)

2) JIabopatopHoe uccienoBanue (xapakrepno noseimenne COD, C-peakTUBHOTO OeJKa, YpOBHS
rJ100yJIMHOB U JIp.)

3) Pentrenonornyeckoe oocie1oBaHue MHUIEBOIA (CY)KEHUE), OPTaHOB IPYAHOMN KIETKU
(muddy3HBIT MHEBMOCKIIEPO3), TOYeK (HEPPOCKIIEPO3)

4) Oxokapauorpadus, IKI' (BersBreHre 1UPPy3HBIX U3MEHEHUH B MUOKap/IE)
5) UccnenoBanue cOCyaUCTHIX pe(IeKCOB Ha KUCTAX

6) OGHapykeHHe ayTOAHTHUTEN B KPOBU (aHTHsIIEPHBIC aHTUTENA, PEBMATOHIHBIC AHTUTENA,
aHTHTeNa NPOTUB IUTOoIUIa3MaTnueckoil PHK, anturtena npotus kosareHa).

Jleuenue.

[Tpu aKpOCKIEPOTUUECKOM BapUaHTE CKIEPOJCPMHUH UCIIONB3YIOT D-IIeHNIINIaMIH B BHICOKHUX
7103aX B TEYEHUE HECKOJIbKUX JieT. [Ipenapar npumMeHseTcs B CBSI3H € €ro ClocoOOHOCTHIO
MOJIaBJIATh N30BITOYHOE (POPOOOPa30BaHNE U OKA3bIBATh IPOTUBOBOCHAIUTEIBHOE ICHCTBHE HA
COEJIMHUTEINIbHYIO TKaHb JepMbl. [Ipenapar ucnonb3yroT BMecte ¢ BuTaMuHoM B6. Hepocratkom
ABJISICTCS OOJIBIIOE KOJINYECTBO MOOOUHBIX 3((HEKTOB.

Taxxe mpumensiercst yautnol, Butamussl A, E, C, /I, Ba30akTUBHBIE Mpenaparsl,
¢buznoTepaneBTUYECKUE MPOoIeaypsl (YITPa3BYK, JHATUHAMUYECKHE TOKH, DIIEKTPO- U

donHodopes ¢ muaasoit), Maccax, iedeOHYI0 THMHACTHKY.

B cranum ynnoTHeHus mokaszaHsl (pepMEHTHBIE Mpenapathl (JI11a3a).
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