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JlokanmmnzoBaHHas CKJICPOJCPMHUS SIBJISICTCSA XPOHUYECKUM
ayTOUMMYHHBIM 3a00JI€BaHHEM, I KOTOPOrO XapaKTEepEeH CKICpPO3
KOk, B 3apyOeKHON MpaKTHKE NPEANOYUTAIOT Ha3BaHUE «Mopdear,
TaK KaK TEPMHMH  «JIOKAJIHW30BaHHAS CKICPOACPMHS» IPUBOAUT K
NyTAHUIICE C CUCTEMHOM CKIICPOJAECPMMEM, IIPU KOTOPOHM HEOOXOIUMBL
JTOIOJIHUTEIIBHBIE ~ JIOPOTOCTOAIINE  OOCJICAOBAaHUS, MW  MOBBIIIACT
YPOBEHBb TPEBOKHOCTH Y MAICHTOB.

Mopdea,  BEpOSITHO, BO3HHKA€T Ha  TIE€HETUYECKOM  (hOHE
OPEaPACIIONOKEHHOCTH K 3a00JIEBAaHUI0 B COYETAHUM C JPYTHMU
OpoBOLMpYIOIMM  (akTopamMu  (MHQEKIMM,  HEOJIaronpusTHHIC
BO3JACHUCTBUA OKPYKAIOIIEH CPEAbl, B TOM YMCJIE€ MECTHAs TPaBMa, YKYC
oc ® Ap.). Y mamueHToB ¢ Mopdea dyalie, YeM B OOIICH ITOIYIISAIINU,
HaOJTFOAAIOTCST CONMYTCTBYIOIIME ayTOMMMYHHBIE 3a001CBaHUA.



DIIHUIEMUOJIOT U

3a0oaeBanue mopdea onenuBaercs kak 2,7 ciaydas Ha 100 000 genoBek
IIpU COOTHOIICHUM >KCHIIMH U MYyX4WH Kak 2-3:1. B 20-30% cnyuaes
Mop(ea HayMHAETCSs B JETCTBE, HO MOXKET BO3HUKHYTh B JIHOOOM
Bo3pacte. CamMoM pacOpOCTPaHECHHOW IEAUATPUYECKOM  (hOpMOH
SABISACTCS JMHEWHas (XOTs Jiro0ass (popMa MOXET Pa3BUTHCS B JIHOOOM
Bo3pacte). Ot 25 mo 87% mnemmaTpuyecKUxX CilIydaeB OTHOCSTCS K
JTMHEHHON (popMe Mopdea ¢ mopakKEHHEM KOHEYHOCTEM WM TYJOBHIIA
(mpumepuo y /70-80%), a dopma mo TuIy «ygap cabOneity, oo
IPOrpECCUPYIOIIMNA reMMIIape3 Jula (paHee ONMCAHHBIM KaK CHHIPOM
[Tappu-Pombepra) Bctpedaercs B 22-30%.



Ileproabl akTUBHOCTH 3a00JI€BaHMS IIPOJOKAIOTCS OT 3 10 6 JIeT, HO B
20% ciydaeB moclie MNEPHOAOB PEMHUCCHUM HPOUCXOAUT pEaKTUBAIUS
3200JIEBAHUA.

B ocTaigpHBIX ciay4asx 3a00J€BaHHME IPOTEKAET XPOHMYECKH U
EePCUCTUPYET B TEUCHME JecATWiICTHUM. IIporHoctmyeckue MapKephl
PELMIMBOB MM XPOHHYECKOIO TEUECHMS €IIe MPEACTOUT YCTAaHOBUTH.
Jluneiinas cknepomepmus (Mopdea) 1o THUNy «ymapa cabieiy
(scklerodermie en coup de sabre) gacTto BepTHUKaJIbHO IIEpeceKacT J00,
CIIyCKasiCh C BOJIOCHCTOM 4YaCTH TOJIOBBI OO CIOMHKH HOCAa WU HHUXKE,
MHOI/Ia HAa BEPXHIOK T'yOy M Ja)ke CIuM3HucTyro pra. Psg aBropoB (B./I.
Enpkun, 2004) cuuraloT IEepBUYHOM JOKalm3anuein Mopdea J100,
OTKyZa OPOLIECC MOXKET PaCOPOCTPAHITHCI Ha KOXKY BOJIOCHCTOM 4acTHU
rOJIOBBI C BO3HHMKHOBEHHEM PYyOIIOBOM ajionenur. OOBIYHO IIPOIECC
HOCHUT OJHOCTOPOHHMH XapaKTep U 3arparuBacT (PppOHTONAPUETAIBHYIO
Y ITapaMeInaibHyI0 00JaCTH BOJIOCUCTOM YaCTH T'OJIOBHI.



Kmmanaecku Mmopdea 1o TUITy «yaapa cadiein» nposBiaseTcs 00pa3oBaHUEM IUIOTHOTO TsKa Pa3IundHON JTTHMHBI
U IIUPHUHBI, JXKEITOBATO-OypOH OKpPACKH C JIOCHSIICHCS MOBEPXHOCTHIO, HAIIOMUHAS TIIyOOKHMM pyOeIr mocie
yaapa cabjieil.

Co BpeMeHeM YILUIOTHEHHE CMEHseTCs arpodueii, KoTopas He OrpaHHYMBACTCS KOXKEH, a pacIpoCTpaHICTCs Ha
MOJICKAIIIE MBIIIIBI K KOCTh, Ie()OpPMHUPYS JIHIIO.



[Topaxxenue IIHC B codyeraHuu ¢ oyaroM Ha JIMIE U BOJOCUCTOM YaCTH
TOJIOBBI, BEPOSITHO, BCTPEYACTCS Yallle, YEM paHEE IPEANONaragoch
(b.A. Kosnu, 2015). BuyrpuuepenHble o4darm MOTYT IIPHBECTH K
TSDKEJIOMY TEUYEHMIO 3a0o01eBaHus. Mx HeoOXoauMoO MOATBEPKAATh WU
UCKJII0O4aTh ¢ moMouibpo MPT roimoBHOro mMosra. OToT T Mopdea
MOYKET COYETAThCS C MPOrPEeCCUPYIOIIEH reMruaTpoduen Juia (CHHIPOM
[Tappu-PomOepra), koropas mpeacTaBiseT cOO0OM, BEPOSTHO, BapHaAHT
«ygapa caOiner» ¢ MHHHMAaJbHBIM CKJIEPO30M, HO BBIPaKCHHOM
aTpo(rEeH U BEICOKMM PUCKOM MOpaKEeHUS I1a3, mojioctu pra u [ITHC.



[ lpuHIIUIIEL JT€UEeHUA

Haubonee oT3pIBUMBOM K JII0OOMY BHUY TEpalUM SBJISCTCS PaHHSAS CTaausl aKTHBHOIO
3a00sieBaHud. MHInKaropaMu akTUBHOTO 3a00JI€BAHUS SBJISIFOTCS Pa3BUTHUE HOBBIX WU
pacIpoCTPaHEHHUE YK€ CYIIECCTBYIOIIMX O4YaroB mopdea; spureMa W/ Miand YIJIOTHEHHUE
PaCIPOCTPAHSIOIIETOCA Kpas o4dara, *>KEHUE UIN 3Y/I.

JleunTh BBI3BaHHBIE 3a00JIEBAHUEM MOBPEKACHUS (U3MEHECHUS MUTMEHTAIMU, aTpodus
JCPMBI, TUITOAECPMBI, MBIIII U JIp.) HAMHOTO TpyJAHEEe, II03TOMY Tepamus J0JDKHA OBITH
HalpaBjieHa Ha UX I[peaynpexiacHue. boiiee TOro, NamUMEeHThl C  AKTUBHBIM
3a00JICBAHUEM W PUCKOM  3HAYUTENIBHBIX MOBPEKACHUM (04ark Ha  JIHIIE,
IPOTPECCUPYIONIMIA TEMHUMNAPE3, OYard, NEPECEKAIolIUe JIMHUHM CYyCTaBOB, OBICTPOE
IPOrPECCUPOBAHNE OO0JIE3HN), BEPOSTHO, HYXKJIAIOTCS B arpE€CCUBHOM Tepanuu (B BHUJEC
(oTOoTEpanM WX CUCTEMHOM HMMMYHOCYNPECCUBHOM TepanvHh) B 3aBUCHUMOCTH OT
ITTyOHHBI IOPAKEHMUS.



[Ipumenenne MeToTpekcara (Kak MOHOTEpallMM) M METOTpeKcara B
KOMOMHALIMKU C  CHUCTEMHBIMH  KOPTUKOCTEpOHJAaMM  HauOoJiee
3(ppekTrBHO. ONTUMaANIbHASA 032 U CIIOCO0 MPUMEHEHU METOTPEKCATa,
OKa3aHUs K JOOaBJICHUIO KOPTUKOCTEPOUIOB U JJIMTEILHOCTh Tepalluu
HE OIpeAciacHbl. B OONBIIMHCTBE MCCIECNOBAHUN C KOMOMHHPOBAHHOM
Tepalne KOPTUKOCTEPOUAbl MPUMEHSIIMCh BHaYajae JTMOO IepopalibHO,
00  METOJOM  BHYTPUBCHHOM  MylbC-TE€panuu  (BHYTPUBECHHO
MeTuInpeaan3ojod 30 MI/KI/AeHb B T€UYeHHE 3 AHEH B MeECAl, WU
IpeIHU30H 1 MI/KI/I€Hb B TCUCHHUE TPEX MECSIICB).



MeTtoTpekcar IIPUMEHSIETCS B  KauyeCTBE CTEPOHMJICOEpEerarouiero
npemapara. Ilpuem nHaumHaror omHoBpemeHHo (0,6 MI/Kr/Hedeno y
aeTen, WM 15-25 MI/Heento y B3pOCiblX) U IPOJIOJDKAT JIUTEIIbHBIN
nepuon (1-2 roma). HexoTopele aBTOpPHI PEKOMEHAYIOT COYETAHHYIO
TEepaluilo MPEAHU30JI0HOM (B/B, BHadaie /5-150 mr/cyTtku, 3areMm npu
nojjaepkuBaromer o3¢ 9-10 MI/CyTKM HepopajabHO IJIWATEIBHO) C
azaruonpuaoM (1-2 wmr/kr/cytkm). Ecim aszaTuonmpuH HEI0CTATOYHO
3 GEKTUBEH, €ro 3aMEHSIOT Ha IUKIOCHOpHH (2,5-5 MI/KI/CYyTKH).
Tepanus HUKIOCHOPHUHOM TPEOYET TIIATEIBHOTO KOHTPOJS (PYHKIUH
MOYEK H3-3a €r0 HE(PPOTOKCHIHOCTH.



Ecimu umerorca ouaru B LIHC, HEkOTOpBIE CIEUAIMCTBI PEKOMEHAYIOT
KypChl BBICOKHX J03 KOPTHUKOCTEPOHIOB B TEUYECHHE 2-3 MECSIEB C
[IOCTCIICHHBIM CHIJKCHMEM CYTOYHBIX J[I03, a 3ar€éM Ha3Ha4aroT
METOoTpeKkcar B TeueHue 12-18 mecsneB. BoJIbIIMHCTBO Y4YaCTHUKOB
WCCIICIOBAHUI pEarupoBajii Ha TEpalmvuil B CpeaHeM 4yepe3 2-5
MecsieB. Jlydmni OTBET Ha Tepaluio HaOMromaiacs y MalueHTOB C
paHHeH crTaguen 3a0oseBaHud. BaXHO OTMETHTh, YTO IIOCIIE
IpEeKpaIICHUs Teparuu 4acTo HaOJIFOJAJTUCH PELY/IUBHI.
CienoBareiabHO, Takas Tepamnus, TOJbKO IIOJABISET aKTHUBHOCTD
3a00JICBaHUS.



CornacHO COBPEMEHHBIM JIaHHBIM NOPHUMEHEHHE MNEeHULWIIMHA WU
uHTeppepoHa-raMMa He  peKkoMeHayerca. HecMoTps Ha  IIHPOKOE
IPUMEHECHHUE aHTUOMOTUKOB M THJIPOKCUXJIOPOXHHA B JICUCOHOM MpaKTHUKE, B
HacTOsSIIEe BpeMs NOPHUMEHEHHE STUX MOpernaparoB IIpH TsHKEIoM Gdopme
Mopdea He MOKa3aHO B OXKHMAAHUM Oojiee YOSOUTEIbHBIX N0KA3aTEIbCTB MX
3(P(HEKTUBHOCTH.

MecTHOE JIedeHHre BKII0YAECT KOPTUKOCTEPOUIHBIE MA3H O] OKKIIFO3UOHHYIO
MOBI3KY C YaCTOM MX CMEHOW, WM HWHBEKIUUA KOPTUKOCTEPOUIOB IO
OJISAIIIKKM Ha TpaHUIIE C HEM3MEHEHHOW Koked 1 pa3 B Heaento B TeueHue 6
HeJleNlb. PacTBOp BBOJST CTPOro IIOJAKOXKHO. JlemOHMpoOBaHHE Mperapara B
MOAKOXXKHOW KJIETYAaTKE MOXKET IMPUBECTHU K €e arpoduu. B oyar mopakeHus
eKEIHEBHO B TeueHue 5-10 MHHYT BTHpPaOT IPOTUBOPYOLIOBBIE CpPEACTBA
(koHTpaTyOeKc-relb, Kenoguodpasa).



BcriomorarenbsHas Teparms

3HAYUTEIBHOE YMCJIO IMAllMEHTOB CTpaJacT OT HEOOpaTHUMbBIX IOCISACTBUI
3a0o0neBaHus. [Ipu oOpalieHnu K Bpady 3a0071€BaHUE Y TAKUX MAIMEHTOB YKE
JUINTEILHOE BpeMS MOXKET OBbITh HEaKTUBHBIM, OIHAKO, BO3MOXKHEI
MOBPEKACHHUS  BCICACTBUEC MPEALIAYIIEIO0 AaKTHBHOIO Mpoliecca MU
CMEIIAHHOE€ COCTOSIHUE aKTHBHOTO 3a00JIEBaHHS W  BBI3BAHHBIX WM
noBpexkacHUN. B ciiydae mx OOHapyXE€HUW PEKOMEHAYETCS KOHCYJIBTallMs
Pa3HBIX CIIENHUAINCTOB. ACPMaTOJI0Tra-KOCMETOIO0ra, MIACTUYECKOr0 XUpypra,
CIEHAIMCTa TI0 YEIIOCTHO-JIUIICBOM  XHUPYPrUHM JJS  ONTHMH3AlUHU
KOCMETHYECKHX  IMOCJHEACTBMM M MHHHMH3AIMM  MHOCICAYIOIINX
noBpekacHUM. [Ipn HeakTUBHOM cTaaund Mopdea peKOMEHIYIOT NEpecaaKy B
ouar ayroxkupoBou Tkanu (I1. Anprmaiiep, 2003), uMmIaHTanUiO B o4ar Tak
Ha3bIBA€MBIX (DUIJIEPOB, YIYUIIAONINX KOHTYPHI JIMIIA.



biarogapum 3a BHUMaHHE



