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Ouarosast (JIOKaNM30BaHHasl, OrPaHUYEHHAS) CKIEPOIEPMHS — XPOHHYECKOE
ayTOMMMYHHOe 3aboneBanue U3 rpynns! AuddysHex 6one3Hell coequHUTENBHOM
TKaHu. [laTonorus BCTpeyaercsi MOBCEMECTHO, PaclpOCTPAHEHHOCTh COCTABIISET
or 0,3 no 3 cmyyaeB Ha 100 000 uemoBek. Yaime CTPajaroT >KEHUIUHBI
eBPOICOH/IHOH packl. Bo3pacT Manu(ecTanuy 04aroBoif CKIepojepMHH 3aBUCHT
oT ¢popmsl. BiisieyHas ckiepoepmus yale BCTpedaetcst y B3pocnbix (30-40 1eT),
NMHEeHHas - y AeTed oT 2 1o 14 met, ckiepoaTpodUyecKuii IMXeH — y KeHIUH
crapmwe 50 ser. Ilpu JOKann30BaHHOH (opMe, B OTIMYME OT CHCTEMHOH,
NOpa)XeHHe BHYTPEHHHX OPraHOB B OOJBLIMHCTBE ClydaeB JHMGO MUHHMAIBHO,
nu60 OTCYTCTByeT. FIMeercs acconmalys CKIEPOAEPMHH C MATONOTHSAMH

LIMTOBHAHOM - KeNe3sl - (THPeOHIUTOM XamuMoTo, GonesHslo - - ne. - Keppena).




IIpH4uHbI
Tounas NpyYuHa  3a00JIeBaHUS  HEM3BECTHA. IIpennonaraercs

aTHOJNIOTHYeCKass ponb Oaktepun Borrelia burgdorferi, BrI3bIBaromeii naiim-
Ooppenio3, oaHaKo yOeIUTENbHbIX JaHHBIX 32 9Ty TEOPHIO HA CErOMHALIHUIA JACHb
HeT. B pasBUTMM CKJIEpOJEPMHH BAKHYIO pOJb HIPaeT HacjleACTBEHHAs
NpEpacroNOXKEeHHOCTb. DBblmu  BhIABIEHB! Oojiee dYacThle Ciydad O4YaroBOi
CKJIEPOJIEPMHHU CpeaM OJNM3KUX POACTBEHHUKOB. IIpy MpOBENEHUM I€HETHYECKHX

HCCIIeI0BaHMI 06Hapy>x<eHa B3aHUMOCBsI3b MEXOY OIPEACICHHBIMU TI'€HaMH

rucrocopmectumoct (HLA — DRI, DR4) u nokxanuzoBaHHOM (opmoii
3aboneBaHusl. ITpoBonupyrommmu ¢baxropamuy, CIIOCOOCTBYIOLIMMH
BO3HUKHOBCHUIO  CKIEPONEPMHHM,  SBISIOTCS IEPEOXJIAKAEHHS,  TPaBMBbI,

IIOCTOSIHHBIE BUOpALMOHHBIE BO3NEHCTBHS HA KOXKY, IIPHEM JIEKAPCTBEHHBIX
npenapatoB  (6neomunuua). TpurrepusiMd  sddekTamu TakKe 06IagaroT
Pa3iM4HBIe XMMHYECKHE COEIUHEHHMsS (XJOPBUHMI, KpPEeMHHM, He(TenpomyKThI,

CI/IHPUII/Iﬁ, SIIOKCHHAs CMOJIa, NECTULUIbI, OpTaHUYECKHE pachopHTenH).

IIaToreHes
BrInensioT Tpu OCHOBHBIX IIATOrEHETHYECKUX MEXaHH3Ma CKJIEPOJIEPMUH —

¢Gubpos (paspacTaHue COeIMHHUTENBHON TKAHH), ayTOMMMYHHOE TOBDEXICHHE U
CocynucThle HapylueHus. VMIMMyHHas ayToarpeccs 3akKiIOYaeTcss B BHIpabOTKe
TUMQOUUTAMK AHTUTEN K. COEIMHMTENBHOH TKaHH, M, ee.KOoMIoHeHTaM. Taxke
TUMQOUMTEl  CHHTE3MPYIOT ~ HMHTEPNEHKMHBI,  KOTOPBIE  CTHMYJIHpPYIOT
nponudepauuio  pubpodIacTOB, IMANKOMBILUEYHBIX KIETOK ¥ 06pa3oBaHHe
KojulareHa. Paspacraiomascs npd 3TOM COEIOMHHTENbHAs TKAaHb 3aMEIacT
HOpMaJIbHO ()YHKIMOHHPYIOLIYIO TKaHb. B pe3ynbraTe MOBpeXIeHUS 3HIOTEUS
COCYJIOB aHTHTENaMH H TNPONH(EPUPYIOIIUMH TJIaIKOMBIIIEYHBIMUA KIETKAMHU
CHIKAeTCs ypOBEHb NpPOCTalMKIMHA (BewecTna, obnanaromero
QHTUArpPETaHTHBIMK M Ba3OJWIATHPYIOUIMMH CBOMCTBaMH). DTO NPUBOAUT K
criasMy MHKPOCOCYZIOB, IIOBBIIIEHHIO aJFe3WH M arperagud  (popMeHHbIX

3JIEMEHTOB KPOBH, BHY TPHCOCYIMCTOM KOAryJISIIMH 1 MUKPOTPOMO03y.




Knaccupukanus
Ouarosas ckiepojepMus NMoApaszelsieTcss Ha MHOecTBO ¢opm. Hauboree

pacrnpoCTpaHEHHBIMH SBIAIOTCSA OsiliedHass M JIMHeWHas. Y psaa MalueHTOB
MOryT HaOIIoJaThCs OJHOBPEMEHHO HECKOJBKO BApUAHTOB 3a00JIeBaHUS.
CymecTByeT uesnblii psif Knaccu(uKanui, Ho Hauboslee ONTHMANbHOH H LIUPOKO
HCIIONB3yEeMOH CYMTaeTcs KiacCUUKauus KIMHUKA MDdifo, BKIIOYAroIeH
CJIelyIOLHe PAa3HOBUIHOCTH OYaroBOW CKJIEPOJIEPMHH:

. basimeynas. JlanHas gopma B CBOIO odYepeip IIOApasfensiercs Ha
TIOBEPXHOCTHYIO (Mopdea) H y3moBaTyio (KeIOMHOMOAOOHYI0). XapaKTepHBI
TUNHYHBIC YYaCTKU YIUIOTHEHHMS KOXH C aTpoduell 1 HapylIeHHeM MUTMEeHTalUu.

. Jlnneiinas. K Hell oTHOCSATCS MONOCOBUHAS, CabIeBUHAsS (OPMEL, a
TaKOKe mporpeccupyomas  remuarpodus ymua I[lappu-PombGepra.  Ouaru
pacroiaratoTcs B BU/E JIMHUHI IO X0y COCYTUCTO-HEPBHOTO ITyUKa.

. I'enepanuszoBannast (MHoroovarosasi). [TposiBisieTcss coyeTaHHEM
OJIsILIEYHOro U JMHEeHHOro BapHanToB. Ouark pacrnpoCTpaHeHk [0 BCeMy Tedly.

. byanesnas. [Ipy naHHOM pa3sHOBHIHOCTH Ha KOX€ BO3HHMKAIOT
Iy3bIPH C XKUIKOCTHBIM COIEPIKMMBIM, OCTaBJISIOIIHE MTOCIIE Ce0sl IPO3UHM.

. IIancknepornyeckas HHBAJUAH3HPYIOIAS. Hau6onee
HebnaronpuaTHas (GopMa 04aroBo# CKIEPOAEPMHH. XapaKTEepU3yeTCs TSKETbIM,
IPOTPECCUPYIOLIMM TEYEHHEM, IUIOXO IOAJAeTCsl JeyeHuro. IlopaxaroTcsi Bce
CJIOM KOXM M TKaHH, JIe)alque NOA HeH. Pa3zBuBalorcst rpyGble KOHTPaKTypHI
CYCTaBOB U JJIMUTEIBHO HE3aKUBAIOIIUE 3Bl HA KOXKE.

. Cxuiepoarpoduyeckuii - yiuxeH - -HymOyma (6one3Hs - - 6enprx
IATeH). XapakTepHo o0pa3oBaHue IATeH O6enoro IBeTa, CONMPOBOKIAIOIIMXCS
HecTepnuMbIM 3yZoM. IlperMymnecTBeHHas JOKanM3alus ISITEH — II0JIOBBIE

Oprassl.

CUMOTOMBI
JU1s  KJIMHUYECKOW KapTHHBI THIIMYHO OOpa3oBaHHE Ha KOXKE OYaros,

KOTOpBIE MIPOXOJAT TPHU IIOCNIEN0BATENBHBIX CTaJHH Pa3BUTHS — OTEK, HHILYPALMIO
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(ymnorHenue) u arpoduio. B Havane 3a6oseBaHus Ha KOKe KOHEYHOCTEH, IIeH
HJIM TYJIOBHILLA IOSIBJISAIOTCS IATHA CHPEHEBOTO WJIM JIMJIOBOIO I[BETA, UMEIOIIHE
HEYeTKHe Kpast. Pasmep IATeH MOXKET CHIBHO BapBHPOBATH — OT NPOCSHOTO 3epHA
A0 pa3MepoB JIaJIoHH ¥ Gonbuie. Ha 3TOM 3Tame manueHT He MCHBITHIBAET KaKuX-
MU0 HENPUATHBIX OLIYIIEHUH Wik 601K, 3aTeM MSITHA HAYHHAIOT OTEKATh, KOXKa B
[EHTPE O4Yara yIIOTHAETCS, CTAHOBUTCS OJiecTsILel, mpruoOpeTaeT LBET CIIOHOBOM
koctd. [laumeHT HauMHaeT owlywaTh 3y[, MOKANBIBAHHS, CTSHYTOCTh KOXH,
GonesnennocTs. Jlanee Hactynaer craaus atpoduu. Koxa B o4arax ucToHyaercs,
NPEKpallaeTCss pPOCT BOJIOC, HApyLIAeTCs MOTOOTAEJIEHHE, BO3ZHMKAET CTOMKas
IUCXpoMHs (TMIIep- MM JeNHUIMEHTaluus) M TeleaHTMdKTasuu. MHorma
pa3BuBaeTCs aTpodofepMust (YUaCTKHU 3anaieHus KOXH).

Ilpu nuHEHHOH CKIEpOAepPMHH OYard pacIoJOXeHBI 10 XOAy HEpBOB M
cocynos. B cmyyae nokanusauuy Ha KOXE JIMUA OYard 110 BHEIIHEMY BHY
HalOMHHAIOT pybew oT yaapa cabneit (cabineBunnas Gpopma). Ilporpeccupyromias
reMuatpousi IpencTaBiseT cobod IyGOKHM Npolecc C TOpaXKeHHeM Bcex
TKaHEH IIOJIOBUHEI JIMLA - KOXH, IOAKOXHOW KJIETYaTKH, MBI H KOCTei
JIMLEBOrO CKeJeTa, YTO IPUBOAMT K BHIPOXEHHOM medopMaiuu nuna,
obe3o0paxxuBaroliedl BHEWHMH BUI TNanueHTa. Takke NPOUCXOMMT AaTpOdHS
TIIOJIOBHHBI S3bIKa U CHW)KEHHE BKYCOBOU YyBCTBUTEIBHOCTH.

W3 BHEKOXHBIX NPHU3HAKOB OYAaroBOH CKJIEPOAEPMHMH CTOMT OTMETHUTH
0(TaNbMONOrHYECKHe U HEBPOJIOTUYECKHE POSBIEHUS IPU remuatpoduu Iappu-
Pomb6epra. OHu BKJIFOYAIOT BBINIaJlCHHE PECHULL ¥ OpOBei Ha CTOpPOHE MOpaXKeHus,
3amajieHue TIJIa3HOro si6joka WM3-3a aTpOQMH INIA3HBIX MBI K OpPOUTANBHOM
KJIETYaTKH, HEWPONapaTMTHYECKUH KEpaTHT, TOJIOBOKPYXKEHMsS, KOTHUTHUBHBIE
HapyIIEHHs, MHMIDEHO3HBIE TOJIOBHBIE OONHM, 3MUIeNTHYeCKUe npunanky. Taxke
BO3MOXXHO pa3BuTHE peHomeHa Peiino. CumnToMsl cuapoma Pelino crenyromue
— CTaJluiiHOe M3MEHEHHE OKPAcKU KOXM IaJbLIeB PYK BCIIEACTBHE Ba3ocla3zma U
NoCIIeAyIOLIEeH TUIIEpEMUHU (6nenHOCTB, [{HaHO3, IIOKpacHEHHe),

CONIPOBOXXOAOLIECECA OHEMCHHEM, 0OJIBI0 W TOKaJBIBAHHEM B nmanpnuax pyk.
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OcranbHble OKCTpaa€pMallbHbIE IIPOSABIICHUSA, XapaKTEpHBIE I CUCTEMHOM

CKJIEPOIEPMHH, BCTPEYAIOTCS KpaiiHe peKo.

OcnoxHeHus
Haunbornee pacnipocrpaneHHast npo6iiemMa paccMaTpuBaeMoro 3a00IeBaHus —

KocMeTHyeckue feekTsl. Cephe3Hble OCIOKHEHHs, NPECTABIAIOIHE YIPO3Y s
JKU3HH OOJIBHOTO, BO3HHMKAIOT peiko. K HUM OTHOCATCS HapylIeHHe MO3rOBOTO
KpOBOOOpAIUEHH s IPH reMHaTpoGuy JILA, HIIEMHS U FaHIpeHa NalbleB PyK IpH
deHoMeHe PeifHo, BbIpaKeHHBIE KOHTPAaKTYphl CyCTABOB, HHBAIHAH3UPYIOLIHE
nanuenTta. Yepes HecKoNbKO JieT mocne jeGroTa GONEe3HH MOTYT pPa3sBHTHCA
TSDKEJIBIE  TNIOPa)XCHHsl BHYTPEHHHX OpPraHoB — (uUOpO3 JIETKHX, JIErouHas
runeprensus, ¢pubpos MuoKapna, IepUKApAMT, CTPUKTYPEl IHINEBOAA, OCTpas

He(pponamﬂ, [TI04Y€YHas1 HEAOCTATOYHOCTb.

JuarHocruka
[TanuenTos c 04aroBoi CKJIepoiepMue KypUpPYIOT

Bpa4u peBMaTOJIOrU U nepmatosiord. Ilpu mocTaHOBKE AMArHo3a y4YMTHIBAETCS
KIMHUYECKas KapTHHA, CeMeHHbid aHamHes. Bce MeTOABI /JMArHOCTHKH
HalpaBJIeHbl B TMEPBYIO O4YepeIb Ha ONpEAENICHHE CTENEHH BOBJICUCHHUS
BHYTPEHHHX OPraHOB M HCKIIOYEHHE CHCTEMHOM ckieposepmuu. C 3TOH IENbio
NPUMEHSIOTCS CIEYIOLINE UCCIIEI0BAHUSL:

. JlaGopatophble. B ananmu3ax KpOBH BBISBISIOTCS 903MHO(HIM,
TOBBIIIECHHE YPOBHS PEBMAaTOMIHOTO (aKTopa, raMMario0yIHHOB, BLICOKHE THTPEI
aHTHLEHTPOMEPHBIX aHTHTEN M aHTUHyKIeapHoro dakropa (AH®). Hanuuwue
aHTHTEN K Tormou3omepase (aHTu-Scl 70) CBHIETENBCTBYET B 10JIB3y CHCTEMHOTO
npouecca. IIpy pasBUTHH «CKJIEPOAEPMUYECKOH IOYKH» B MOYE MOSBIISIOTCS
00K ¥ S3pUTPOLIUTEI.

. Hucrpymenranbusie. [Ipu KaluJIIPOCKOIIHH Habmonaercs
AunaTalys KanuusipoB 0e3 y4acTkoB Hekposa. ITo manubiv ®OIJIC MoryT

BCTpeyaThCsl INpPU3HAKM 930(arkTa, CTPUKTYpel IHIueBoxa. Ilpu  dubpose




£ A SR TR

PRI PSP

muokapna Ha OKI' uHOrza oGHapyXKHBAIOTCS HapylUeHHs pUTMa CepAua, Ha
OxoKI" — 30HBI TMIOKHHE3a, BHIIOT B IEPUKAPAMANBHYIO MOJOCTh. Ha
peHTreHorpaguu MM KOMIBIOTEPHOH  ToMorpaguu  JIErKMX OTMEYaloTCsI
HHTEPCTHLHATIBHBIE H3MEHEHHUSL.

. I'ncronoruyeckoe HCCJIeIoBaHHE ouonrTara
KOKH. 3aK/IIOYUTENBHBIA 9Tall, I03BOJLIOLIMI JOCTOBEPHO MOCTaBUTH JHUATHO3.
IIpOBOAMTCA TNpH COMHMTENBHBIX pe3yJbTaTaX NpeIbLAYIIHX HCCIIeI0BaHMIA.
XapaKkTepHBl  ClieyIolHe NpU3HaK¥ - UHQUIbTpauus  JuMQoLUTaMy,
IJIa3MOLUHUTAMH U 303WHOQUIAMHM B PETHKYJSIPHOM CJIO€ JEPMBI, YTOJIIEHHbIE
KOJUIareHOBBIE ITy4YKH, HabyXaHHE M CKJIepOo3 COCYJMCTOM CTEHKH, aTpodus
SMUIEPMHUCA, CAJIBHBIX M ITOTOBBIX JKEJNE3. LD DI

Ouarosyio ckieponepMuio AuddEpeHUMPYIOT ¢ APYTMMH  (opMaMu
CkiepoaepmMuM  (CHCTEMHOH, cKiIepojepMoll Byiuke), JaepMaToNOrMYecKUM
3a00J1eBaHAAMHU (CAPKOHJI030M KOXKH, JIMIIOHEKPOGHO30M, CKIEpOAEPMOION0GHOIH
dopmbI o3 /IHEH KOXKHON MOPGUPHH, Ga3aTBHO-KIETOUHBIM PAKoOM), IIOPaKEHHEM
MATKHX TKaHeH (NaHHUKYTMTOM, JIMIIOAEPMATOCKIEPO3OM, 303HMHOGHIBHBIM
dacumurom). B nuddepeHuuansHOM  AMArHOCTHKE TIPMHMMAIOT — YdacTHe

OHKOJIOI'H, T€MaTOJIOTH.

JledeHue
OTHOTPONIHOX ~TepalmM¥ He CYIIeCTBYeT. MeTon JedeHHsS U BHUJ

JICKapCTBEHHOTO ~ CPEACTBA  HEOOXOAWMO MOAGHMpaTE C  y4eToM  (OPMBI
3aboneBaHus, TKECTH TEYEHHsS M JIOKaIM3alMd o4aroB. [Ipu nuHEiHOH wu
GusiedHo  (opmax — HCIONB3YIOTCS  TONHMYECKHE  IJIFOKOKOPTHKOCTEPOHIBI
BBICOKOM M CBEDXBBICOKOH aKTHBHOCTH (6€TaMeTa3oH, TPHAMIHMHONOH),
cuHrerHyeckue ananord ButamuHa J[. Ilpu BBIpaXEHHOW WHIYpalMM KOXH
5bGeKTUBHBI anIUIMKaLMK C AUMETWICYTb(okcuaoM. B ciyyae mopakeHuit
BHYTPEHHUX OPraHOB C LEJNbI0 yMEHbUIEHHs (GUOP03000pa3oBaHmsl HA3HAYAIOTCS

INEHUIWIaMUH U HHBEKIIUH 'HalypPOHUAA3EI.




[lpu wHermy6okMX mpoleccaX XOpOIIMM TepaneBTUYECKUM JeHCTBHEM
obnamaer  ITYBA-tepamnus,  KOTOpas  BKIIOYaeT  OOGNyYeHHE  KOXKH
YIbTPaQHUONETOBEIMUA ~ BOJNHAMU  JUIMHHOTO  CIEKTpa C  OJ{HOBPEMEHHBIM
NIEPOPAIbHBIM MJIM Hapy)KHBIM IIpHMEHeHHeM (hoToceHCHOmIn3aTopoB. Tsukenoe
MIOPaXEHHE KOXH CIYXXHMT IIOKa3aHHEM K IPUMEHEHHI0 HMMYHOIENPECCAHTOB
(MeToTpekcara, Takponumyca, MuKo(peHoNaTa), CMHAPOM PeifHO - 6I0KaTOpPOB
KaJlbLMEBBIX  KaHaloB  (HMpeOuNMHA) ¥  [PEnaparoB,  YJIy4IIAIOIIHX
MHKPOLUPKYJISALHIO (nenTOKCHpHMIIIHHA, KCaHTHHOJIA HUKOTHHATA).
ITpu cknepoatpoduyeckom JIUXEHE TIPOBOUTCS HU3KOUHTEHCHBHAs
naszeporepanus. B ciydae pa3sBUTHSL KOHTPakTyp CyCTaBOB, 3HAYUTEILHO
3aTPyAHSIOLMX JBWKEHHs, WU TPyObIX AedopMaluii cKelleTa B KOCMETHYECKUX

nedexToB nuIa TpeGyeTcs: XUpypruyeckas onepanus.

IIpopunakTHKa ¥ NPOrHo3
B nopasnsromem GONBIIMHCTBE CIIyyaeB OYaroBas CKIEPOAEPMHS HMEET

H0OpoKa4yecTBEHHOE TedeHHe. IIpaBUIBHO NOXOOpaHHas Tepamus IO3BOJAET
HOOWTBCA perpecca CHMITOMOB. IIHOIZa HACTYNAIOT CIOHTAaHHBIE DPEMHCCHH
3a0oneBanust. HeGnaronpusaTHele HMCXONBl BO3HHKAIOT INIPH TSDKEIBIX (opMax
(mporpeccupyromei reMuaTpopuu JMIa, MaHCKJIEPOTHIECKOM
MHBAIMAN3UPYIOIIEN CKIEPOJIEPMHH), @ TAKKE MOPAKEHUH BHYTPEHHHX OPraHOB.
O QeKTUBHBIX METOAOB INPO(HIAKTHKH He paspaboTaHo. Pexomenmyercs
u3beratb MM MaKCHMAaJIbHO OrPaHHYMTh KOHTAKT KOXH C XHMHYECKUMHU
COEIMHEHMAMH (KDEMHHEM, CHLMIMEM, XJOPBHHHIIOM, He(TENpoxyKTaMu,

OpraHMYeCKMMHU PAaCTBOPUTENISIMH, ECTHIH/IaMH, STIOKCHIHON CMOJIOH).
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