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OuaroBas (JIOKaM30BaHHas, OrPaHUYEHHAS) CKIEPOIEPMHS — XPOHHYECKOE
ayTOMMMYHHOE 3aboneBanue U3 rpynmns! AuddysHex 6one3Hell coequHUTENBHOM
TKaHu. IlaTonorus BCTpeyaercsi MOBCEMECTHO, PacIpOCTPAHEHHOCTh COCTABIISET
or 0,3 no 3 cmyyaeB Ha 100 000 uemoBek. Yaime CTpajaroT >KEHUIUHBI
eBPOIECOHIHOH packl. Bo3pacT Manu(ecTanuy 04aroBoif CKIepojepMHH 3aBUCHT
oT ¢popmbl. BiisieyHas ckiepoepmus yale BCTpedaetcst y B3pocnbix (30-40 neT),
NMHeHHas - y AeTed oT 2 1o 14 ner, ckiepoaTpodUyecKuii IMXeH — y KeHIUH
crapmwe 50 ser. Ilpu JOKanu30BaHHOH (opMe, B OTIMYME OT CHCTEMHOHN,
NOpa)XeHHe BHYTPEHHHX OPraHOB B OOJBUIMHCTBE CIy4aeB JIMGO MUHHMAIBHO,
60 OTCYTCTByeT. FIMeercd acconmauus CKIEPOAEPMHH C NATONOTHSAMH

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




IIpH4uHbI
Tounas NpyYuHa  3a00JIeBaHUS  HEM3BECTHA. IIpennonaraercs

aTHOJNIOTHYECKass ponb Oaktepun Borrelia burgdorferi, BrI3bIBaromeii naiim-
Ooppenio3, oHaKO yOeIUTeNbHbIX JaHHBIX 32 9Ty TEOPHIO HA CErOMHALIHUIA JACHb
HeT. B pasBUTMM CKJIEPOJEPMHHM BAKHYIO pOJb HIPaeT HacjleACTBEHHAs
NpEpacroNOKEeHHOCT. DBbplmu  BhIABIEHB! Oojiee dYacThle Ciydad O4YaroBOi
CKIEPOJEPMHHU Cpeu OJIM3KUX POACTBEHHUKOB. IIpH MpOBENEHUM I'€HETHYECKHX

HCCIIeI0BaHU I 06Hapy>x<eHa B3aHUMOCBsI3b MEXOY OIIPEACICHHBIMA TI'€HaMH

rucrocopmectumoct (HLA — DRI, DR4) u noxanu3oBaHHOM (opmoii
3aboneBaHusl. ITpoBonupyromummu ¢baxropamuy, CII0COOCTBYIOLIUMMH
BO3HUKHOBCHUIO  CKIEPONEPMHHM,  SBISIOTCS IEPEOXJIAKAEHHSI,  TPaBMBbI,

TIOCTOSIHHBIE BUOpALMOHHBIE BO3NEHUCTBHS HA KOXKY, IIPUEM JIEKAPCTBEHHBIX
npenapatoB  (6neomunuua). TpurrepubiMH  sddekTamu TakKe 061agaroT
PasiM4HBle XMMHYECKHE COEIUHEHMS (XJIOPBUHMI, KpPEeMHH, He(TenpomyKTEl,

CI/IU,PUII/Iﬁ, SIIOKCHHAs CMOJIa, NECTULUIbI, OpraHUYECKHUE paCTBOpHTeHH).

IIaToreHes
BrInensioT Tpu OCHOBHBIX IIATOrEHETHYECKUX MEXaHH3Ma CKJIEpOIEPMUH —

¢Gubpos (paspacTaHue COeIMHHUTENBHON TKAHH), ayTOMMMYHHOE TIOBDEXICHHE K
cocynucThle HapylueHus. VIMMyHHas ayToarpeccs 3aKiIO¥aeTcs B BHIpabOTKe
TAMQOUMTAMK AHTUTEN K. COEIMHMTENBHOH TKaHH, M, ee.KOoMIoHeHTaM. Taxke
TUMQOUMTEl  CHHTE3MPYIOT — MHTEPNEHKMHBI,  KOTOPHIE  CTUMYJIHpPYIOT
nponudepauuio  pubpo6IaCTOB, IANKOMBILUEYHBIX KIETOK ¥ 06pa3oBaHHe
KojulareHa. Paspacraiomascs npu 3TOM COCIAMHHTENbHAS TKAaHb 3aMEIacT
HOpMaJIbHO ()YHKIMOHUPYIOLIYIO TKaHb. B pe3ynbraTe MOBpekIeHHS 3HIOTEUS
COCYJIOB aHTHTENaMH H TNpPONH(EPUPYIOIIUMH TJIaIKOMBIIIEYHBIMA KIIETKAMHU
CHIKAETCs ypPOBEHb NpPOCTalMKIMHA (BewecTna, obnanaromero
AHTUArpPETaHTHHIMK M Ba30JWIATHPYIOUIMMH CBOMCTBaMH). DTO NPUBOAUT K
criasMy MHKPOCOCYZIOB, IIOBBIIIEHHIO aJFe3WH M arperagud  (pOpMeHHBIX

3JIEMEHTOB KPOBH, BHY TPHCOCYIMCTOM KOAryJISIIMH 1 MUKPOTPOMO03y.




Knaccupukanus
Ouarosas ckiepojepMus NoApaszelsieTcss Ha MHOecTBO ¢opm. Hauboree

pacrnpoCTpaHEHHBIMH SBIAIOTCSA OnsilledHass M JIMHeWHas. Y psaa MalueHTOB
MOryT HabJroJaThCs OJHOBPEMEHHO HECKOJBKO BApUAHTOB 3a00JIeBaHUS.
CymecTByeT ueunblii psig KnaccuduKanuii, Ho Hauboslee ONTHMANbHOH H LIUPOKO
HCIIONB3yEeMOH CYMTaeTcs KiacCUUKauus KIMHUKA MDdifo, BKIIIOYArolei
CJIelyIOLIHEe PAa3HOBUIHOCTH OYaroBOW CKJIEPOJEPMHH:

. basimeynas. JlanHas gopma B CBOIO odYepeib IOApasfensiercs Ha
TIOBEPXHOCTHYIO (Mopdea) H y3moBaTyio (KEIOHHOMOAOOHYI0). XapaKTepHBI
THIIMYHbIC YYaCTKH YIUIOTHEHHs! KOXKH ¢ aTpodueli 1 HapyleHHeM ITUTMEeHTallUH.

. JInneiinas. K Helf oTHOCATCS MONOCOBUHAS, cabneBUHAsS (OPMEL, a
TaKOKe mporpeccupyomas  remuarpodus ymua I[lappu-PombGepra.  Ouaru
pacroiaratoTcs B BU/E JIMHUHI IO X0y COCYTUCTO-HEPBHOTO ITyUKa.

. I'enepanuzoBannast (MHoroovarosasi). [TposiBisieTcss coyeTaHHEM
OJIsILIEYHOro U JMHEHHOro BapiHanToB. Oyark pacrnpoCTpaHeHkl [0 BCeMy Telly.

. byanesnas. [Ipy 1aHHOM pa3sHOBHIHOCTH Ha KOX€ BO3HHKAIOT
Iy3bIPH C XKUIKOCTHBIM COIEPIKMMBIM, OCTaBJISIOIIHE MTOCIE Ce0sl 3PO3UHU.

. IManckaepornueckas HHBAJUAH3HPYIOIAS. Hau6onee
HebnaronpuaTHas (GpopMa 04aroBoH CKIEPOAEPMHH. XapaKTEepU3yeTCs TSKENbIM,
IPOTPECCUPYIOLIMM TEYEHHEM, IUIOXO IOAJAeTCsl JeyeHuro. IlopaxaroTcsi Bce
CJIOM KOXM M TKaHH, Jie)alque NOA He#. PasBuBalorcst rpyGble KOHTPaKTypHI
CYCTaBOB U JJIUTEIBHO HE3aKUBAIOIIUE 3B HA KOXKE.

. CxuiepoaTpoduyeckuii - yiuxeH -~ -HymOyma: (6one3Hs - - 6enprx
nATeH). XapakTepHo o0pa3oBaHue IsATeH O6enoro IBera, CONMPOBOKIAIOIIMXCS
HecTepnuMbIM 3yZoM. IlperMymnecTBeHHas JOKanM3alus ISITEH — II0JIOBBIE

Oprassl.

CuMNOTOMBI
JIis  KJIMHUYECKOW KapTHHBI THIIMYHO OOpa3oBaHHE Ha KOXKE OYaros,

KOTOpBIE MIPOXOJAT TPHU IIOCNIENOBATENBHBIX CTaHH Pa3BUTHS — OTEK, HHILYPALMIO
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(ymnorHenue) u arpoduio. B Havane 3a6oseBaHus Ha KOKe KOHEYHOCTEH, IIeH
MM TYJIOBHLLA IOSIBJISAIOTCS IATHA CHUPEHEBOTO MIIM JIMJIOBOIO I[BETA, UMEIOLIHE
HEYeTKHe Kpast. Pasmep ITeH MOXKET CHIBHO BapBHPOBATh — OT NPOCSHOTO 3epHA
A0 pa3sMepoB JIaJIOHH ¥ Gonbuie. Ha 3TOM 3Tame manueHT He MCHBITHIBAET KaKuX-
NU00 HENPUATHBIX OLIYIIEHUH Wik 601K, 3aTeM MSITHA HAYHHAIOT OTEKATh, KOXKa B
[CHTPE O4ara yIuIOTHAETCS, CTAHOBUTCS OJiecTsIel, MpHoOpeTaeT LBET CIIOHOBOM
koctd. [laument HauMHaeT owlywiaTh 3y[, MOKANBIBAHHS, CTSHYTOCTh KOXH,
GonesnennocTs. Jlanee Hactynaer cragus atpoduu. Koxa B o4arax HCTOHYaeTcs,
NPEKPaIlaeTCss POCT BOJIOC, HApyLIAeTCs MOTOOTAENIEHHE, BO3ZHMKAET CTOMKas
IOUCXpOMHMs (TMIep- MM JNeNHIMeHTalus) M TeJeaHTHIKTasuu. KHornma
pa3BuBaeTCs aTpodofepMust (YIaCTKHU 3anaeHus KOXH).

Ilpu nuHEHHOH CKJIEpPOAEpPMHH OYard pacIoJOXeHBI 10 XOAy HEpBOB M
cocynoB. B cmydae nokanusanuy Ha KOXE JIMUA OYard 110 BHEIIHEMY BHY
HalOMHHAIOT pybew oT yaapa cabneit (cabneBunnas ¢popma). Ilporpeccupyromas
reMuatpousi IpencTaBiseT coboi IyGOKHM Npolecc C MOpaXeHHeM BCex
TKaHEH IIOJIOBUHBI JIMLA - KOXH, IOAKOXHOW KJIETYaTKH, MBI H KOCTei
JIMUEBOrO CKeJeTa, YTO IPUBOAMT K BHIPRXEHHOM medopMaiMy JHIa,
o6e300paxxuBaroledl BHEWHUH BHN TNanueHTa. Takke NPOUCXOMMT aTpOdHS
TIOJIOBHHBI S3bIKa U CHW)KEHHE BKYCOBOU YyBCTBUTEIBHOCTH.

W3 BHEKOXHBIX NPHU3HAKOB OYAaroBOH CKJIEPOAEPMHMH CTOMT OTMETHUTh
0(TaNbMONOrHY€ECKHe U HEBPOJIOTUYECKHE POSBICHHS IpU reMuarpouu Iappu-
Pombepra. OHu BKJIIOYAIOT BBINIaICHHE PECHULL ¥ OPOBEi Ha CTOpOHE MOpaKeHus,
3amajieHue TIJIa3HOro si6joka W3-3a aTpoQMM INIA3HBIX MBI K OpPOUTANBHOM
KJIETYaTKH, HEWPONapaMTHYECKUH KEpaTHT, TOJIOBOKPYXKEHMsS, KOTHUTHUBHBIE
HapyIIeHHs, MUIPEHO3HbIE OJIOBHEIE ‘00NH, SMUIeNTHYecKHe npunanky. Taxke
BO3MOXXHO pa3BuUTHE peHomeHa Peiino. CumnToMsl cuapoma Pelino cnenyrompue
— CTaAMHHOE M3MEHEHHE OKPAaCKH KOXH MaJbLeB PYK BCJIEACTBHME Ba3oclasma W
NOCIIeAyIOLIEH TUIIEPEMUHU (6nenHOCTB, [[UaHO3, IIOKpacHEHHe),

CONIPOBOXXOAOLIECECA OHEMCHHEM, OOJIBI0 W TOKaJBIBAHHEM B nmanpnuax pyk.
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OcranbHble OKCTpaa€pMallbHbIE TPOSABJIICHUS, XapaKTEpHBIE JId CUCTEMHOM

CKJIEPOIEPMHH, BCTPEYAIOTCS KpaiiHe peKo.

OcnoxxHeHus
Haunbornee pacnipocrpanerHast npo6iiemMa paccMaTpuBaeMoro 3a00IeBaHus —

KocMeTHyeckue fieekTsl. Cephe3Hble OCI0KHEHHs, NPECTABIAIOIHE YTPO3y s
JKU3HH OOJIBHOTO, BO3HHMKAIOT peiko. K HUM OTHOCATCS HapylIeHHe MO3rOBOTO
KpOBOOOpAIUEHH s IPH reMUaTpoGyH JIMLA, UIIEMHs U FaHIPeHa MalbleB PyK IpH
deHoMeHe PeifHo, BbIpakeHHBIE KOHTPAaKTYphl CyCTABOB, HHBAIHAH3UPYIOLIHE
nanuenrta. Yepes HecKONbKO JieT mocne jeGrota GONE3HH MOTYT pPa3sBHTHCA
TSDKEJIBIE  TNOPaXXCHHWsl BHYTPEHHHX OpPraHoB — (uUOpO3 JIETKHX, JIErouHas
runeprensus, ¢ubpos MuoOKapna, IepUKapAMT, CTPUKTYPEl IHINEBOAA, OCTpas

He(pponamﬂ, II04Y€4YHas HEAJOCTAaTOYHOCTE.

Juarsocruka
[TaruenTOB c 04aroBoi CKJIepoJiepMuen KypUpPYIOT

Bpa4u peBMaTOJIOrU U nepmaTosiord. Ilpy mocTaHOBKE AMAarHo3a y4YMTHIBAETCS
KIMHUYECKas KapTHHA, CeMeHHbid aHamHes. Bce MeTOABl JMArHOCTHKH
HAlpaBJIeHbl B TMIEPBYIO OdYepelb Ha ONpPEAENICHHE CTENEHH BOBJICUCHHUS
BHYTPEHHHUX OPraHOB M HCKIIOYEHHE CHCTEMHOM ckieposepmuu. C 3TOH IENbio
NPUMEHSIOTCS CIIEYIOLINE UCCIIEI0BAHUSL:

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

. Hucrpymenranbusbie. [Ipu KaluJIIPOCKOIIHH Habmonaercs
AunaTalys KanmuuisipoB 0e3 y4acTkoB Hekposa. ITo manubiv ®DIJIC MoryT

BCTpeyaThCsl INpPU3HAKK 930(arkTa, CTPUKTYpel IHIueBoxa. Ilpu  dubpose
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muokapna Ha OKI' uHOrza oGHapyXKHBAIOTCS HapylUeHHs pUTMa Cepaua, Ha
OxoKI' — 30HBI TIMIOKHHE3a, BHIIOT B IEPUKAPAMATBHYIO MOJOCTh. Ha
peHTreHorpaguu MM KOMIBIOTEPHOH  ToMorpaguu  JIErKMX OTMEYaloTCs
HHTEPCTULHATIBbHBIE H3MEHEHHUSL.

. I'ncronoruyeckoe HCCJIeIoBaHUE ouonTarta
KOKH. 3aK/IIOYUTENBHBIA 9Tall, I03BOJIOIIME JOCTOBEPHO MOCTaBUTH JHUATHO3.
IIpOBOAMTCA TNPH COMHMTENBHBIX pe3yJbTaTaX NpeIbLAYIIHX HCCIIeI0BaHMIA.
XapaKTepHBl  ClieyIolHe NpU3HaK¥H - UHQUIbTpauus  JuMQoLHUTaMy,
IJIa3MOLHUTAMH U 303WHOQUIAMHM B PETHKYJSIPHOM CJIO€ JEPMBI, YTOJIIEHHbIE
KOJUIareHOBBIE ITy4YKH, HabyXaHHE M CKJIepOo3 COCYJMCTOM CTEHKH, aTpodus
SIHAEPMHUCA, CATIBHBIX M IIOTOBBIX XKEJIE3. s N e

Ouarosyio ckieponepMuio Aud(EPEHUMPYIOT ¢ ApYTMMH  (opMaMu
CKIepoaepMuM  (CHCTEMHOH, CcKiIepofepMoll Byiuke), aepMaToNOrMYecKuM
3a00J1eBaHAAMHU (CAPKOHI030M KOXKH, JIMIIOHEKPOGHO30M, CKIIEpOAEPMOION0GHOIH
dopmbI o3 /HEH KOXKHON MOPHUPHH, Ga3aTBHO-KIETOUHEIM PAKOM), IIOPAKEHHEM
MATKHX TKaHeH (NaHHWUKYJTMTOM, JIMIIOAEPMATOCKIEPO3OM, 303HMHO(GUIBHBIM
dacumurom). B nuddepeHuuansHOM IMArHOCTHKE TIPMHMMAIOT — YdacTHe

OHKOJIOI'H, T€MaTOJIOTH.

JledeHue
OTHOTPONIHOH ~ TepalmM¥ He CYIIeCTBYeT. MeTon JeYeHHS U BHUJ

JICKapCTBEHHOTO ~ CPEACTBA  HEOOXOAMMO MOAGMpaTH C  y4eToM  (OPMBI
3aboneBaHus, TKECTH TEYEHHs M JIOKalIM3alMu o4aroB. [lpu nuHEHHOH wu
GusiedHo  (opmax — HCIONB3YIOTCS  TONHMYECKHE  IJIFOKOKOPTHKOCTEPOHBI
BBICOKOM M CBEDXBBICOKOH aKTHBHOCTH (6eTaMeTa3oH, TPHAMIHMHONOH),
cuHTerHyeckue ananord ButamuHa J[. Ilpu BBIpaKEHHOW WHIYpalMu KOXH
5bGeKTUBHBI aNIUIMKALMK C AUMETHICYTbQokcuaoM. B ciyyae mopakeHuii
BHYTPEHHHUX OPraHOB C LEJbIO yMEHbUIEHHs (PUOP03000pa3oBaHmsl HA3HAYAIOTCS

INEHUIWIaMUH U HHBEKIIUH 'HalyPOHUAA3EI.




[lpu wHernmy6okuX mpoueccaX XOpOIIMM TepaneBTUYECKUM JeHCTBHEM
obmamaer  ITYBA-tepamusi,  KOTOpas  BKIIOYaeT  OOGNyYeHHE  KOXKH
YIbTPaQHUONETOBEIMUA ~ BOJHAMU  JJIMHHOTO  CIEKTpa C  OJHOBPEMEHHBIM
NIEPOPAIbHBIM MJIM Hapy)KHBIM IIpUMEHEHHeM (hoToceHCHOmIH3aTopoB. Tsokenoe
MOPaXEHHE KOXXH CIY)KHMT IIOKa3aHHEM K IPUMEHEHHI0 HMMYHOIENPECCAHTOB
(MeToTpekcara, Takponumyca, MuKo(peHONaTa), CMHAPOM PeifHO - 6I0KaTOpPOB
KalbLMEBBIX  KaHaloB  (HMpeIuNMHA) ¥  [PEnaparoB,  YJIy4IIAIOIIHX
MHKPOLIUPKYJISALHIO (nenTOKCHpHIIIHHA, KCaHTHHOJIA HUKOTHHATA).
ITpu ckiepoatpoduyeckom JIUXEHE TIPOBOIUTCS HU3KOUHTEHCHUBHAs
naszepoTepanus. B ciydae pa3sBUTHS KOHTPakTyp CyCTaBOB, 3HAUYUTEILHO
3aTPYHSIOIMX JBH)KEHHS, UM IpyOBbIX JedopMaluii cKeileTa U KOCMETHYECKHX

nedexToB nuIa TpeGyeTcs: XUpypruyeckas oneparnus.

IIpoduirakTHKa U NPOTrHO3
B nopasnsromem GONBIIMHCTBE CIIyyaeB OYaroBas CKJIEPOAEPMHS HMEET

HoOpOKa4yecTBEHHOE TedeHHe. IIpaBUIbHO NOXOOpaHHas Tepamus I03BOJSAET
HOOWUTBCA perpecca CHMITOMOB. IIHOIZa HACTYNAIOT CIIOHTAaHHBIE PEMHCCHH
3a0oneBanust. HeOnaronpusaTHele HMCXOOBI BO3HHKAIOT IIPH TSDKENBIX (opMax
(mporpeccupyromei reMuaTpopuu JMIa, MaHCKJIEPOTHIECKOM
MHBAIMAN3UPYIOIIEN CKIEPOJIEPMHH), @ TAK)KE NOPAKEHUH BHYTPEHHHX OPraHOB.
O dexTUBHBIX METOAOB NPO(HIAKTHKH He paspaboTaHo. Pexomenmyercs
u3berarb MM MAaKCHMAaJIbHO OrPaHHYMTh KOHTAKT KOXH C XHMHYECKUMHU
COEIMHEHHAMH (KDEMHHEM, CHLMIMEM, XJOPBUHHIIOM, He(TeNpoxyKTaMu,

OpraHMYeCKMMHU PAaCTBOPUTENISIMH, NECTHIHIaMH, STIOKCHIHON CMOJIOH).
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