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IIVTIAH JIEKIIUH

My3bipHbIe AepmaTo3bl.

Mysblpyatka. OTMonorma u natoreHe3. Knaccuukauus. KnnHuyeckaa KapTuHa.
HunarHocTtuka. Jledyenue. lNporHoa. lNpodunaktuka.

FepneTudopmMHbIN aepmaTto3 [lropuHra. 3Tmosnorus n natoreHes. KnnHmyeckasi KapTuHa.
[unarHocTtuka. Jleyenue. lNporHoa. lNpodunaktuka.

KonnareHo3bl.

KpacHaa BonuyaHka. 3tuonornsa u naroreHes. KnunHudeckast kapTuHa. [dunarHocTuka.
JleveHwne. NporHos.

Cknepopepmus. ITtuonornss u natoreHes. Knaccudumkauusa. KnnHundeckast KapTuHa.
[wnarHocTuka. JledeHune. [NporHos.



MY3bIPHbIE AEPMATOS3bI

B rpynmy Oyiie3HbIX ayTOMMMYHHBIX JIEPMATO30B BKJIIOUEHBI 3a00JIE€BAHUS KOXKU,
CAMHCTBEHHBIM WJIM ONPEACIISIIONIMM TEePBUYHBIM  MOP(POJIOTHUECKUM  JIEMEHTOM
KOTOPBIX SIBJISIETCS ITy3bIPb, a B TATOT€HE3€ 00JIE3HEH OnpeAeIsatoNnias poib NPUHAIICKUT
ayTOUMMYHHBIM MEXaHU3MaM Pa3BUTHS MPOIIECCa.

K HUM OTHOCHAT
" ny3bIPUAMKY),
= Oyane3nvlilt nemguzouo,
= 2epnemughopmustii oepmamum /{ropunza.



Ily3bIpuarka

Hy3bipuarka (Pemphygus; cuH. ny3pIpUyaTKa HCTUHHAA, AKAHTOJUTHYECKAS) — AayTOUMMYHHOE
3a0o1eBaHHe, XapakTepusymouieecs o00pa3oBaHHeM BHYTPHANMAEPMAJIBHBIX Iy3bIPeH,
(popmupyrommxcs B pe3yJibTare aKaHTOJIU3a.

ITHOJIOTHS U KJIO4YeBble 3BEHbSI MIATOreHe3a

DOTHUONOTHA Ty3bIpUaTKH OCTAETCS HEBBIICHEHHOW. B ocHOBe pa3BUTHs 3a00JieBaHUS JIeKaT
ayTOUMMYHHBIE MTPOLECCHI, KOTOPBIE MPUBOJAT K PA3pPYyLICHUIO CBSI3U MEXKY KIETKaMH SIHICPMHCA
(axanTONMM3y) 3a cuer oOpaszoBaHusi IgG-ayroantuten K memMuryc-aHTUreHaM (BaXKHEHITUMU W3
KOTOPBIX SBJISIOTCS JA€CMOTJIEHH 1 U 3) U CBSI3bIBaHUS UX C TJIMKOMPOTEUIAMU KIETOYHBIX MEMOpaH.
CdopMupoBapiirecss IMMYHHBIE KOMIUJIEKCHI B JIaJIbHEUIIIEM BBI3BIBAIOT pa3pylIeHUE JECMOCOM H
MOSIBICHUE BHYTPUANUAEPMATbHBIX ITy3bIPEN.

KJIACCUOPUKALIUA

PaznuuaroT cienyronye KIMHUYECKHE (OPMBI ITy3bIPUaTKU:
B BYJIbrapHasi (00bIKHOBEHHAs) MY3bIPYATKA;

m ceOopeiiHasi (3pUTEMATO3HAA) MY3bIPYATKA;

B JIMCTOBHMIHAS NMYy3bIPYATKA;

B BereTHPYHOLIas Ny3bIpyarKa.

KIIMHUYECKASA KAPTHHA

Bce ximHMueckre (HOpMBI  My3bIpUATKH  XapaKTEPU3YIOTCS  JUIMTEIbHBIM ~ XPOHUYECKUM
BOJIHOOOPA3HBIM TEUCHHUEM, MPUBOASAIINM B OTCYTCTBHE JICUCHHS K HAPYIICHUIO OOIIETO0 COCTOSHUS
MAIMEHTOB, @ B HEKOTOPBIX CIIy4YasX K JETATbHOMY HCXOMY.



Byabrapuas mysbipuarka — HauOosee yactass (opma Iy3bIpuaTKH, XapaKTepu3yronascs
HAJIMYUEM ITy3BIPEN PA3JIMUYHBIX Pa3MEpPOB C TOHKOW BSUIIOM HOKPBILIKOW C CEPO3HBIM COAEPKUMBIM,
BO3HMKAIOIINX HAa BUAMMO HEU3MEHEHHOM KOXKE W/WJIH CIIM3UCTBIX 000JI0UKaX.

[lepBble BBICHIAHUSI Yallle BCEro MOSBIISIIOTCS HAa CIU3UCTBIX OOOJIOYKAX MOJOCTH pPTa, HOCA,
IJIOTKKM W/WIKM KpacHOW kaiiMe Ty0. Jlonroe BpeMs ManueHTbl HAOMIOAAIOTCA Yy CTOMATOJIOTOB WIIM
OTOPUHOJIAPUHTOJIOTOB IO MOBOJYy CTOMATUTa, THHTMBUTA, PUHUTA, JJAPUHTUTA U IPYTUX 3a00JI€BaHUN.
[TaiueHTOB O€cmokoAT OOMM MpH TpUEME MMM, pPa3roBope, MNpPH MPONIATHIBAHUU CIIOHBI.
XapaKTepHbIi MMPU3HAK — TUIepCaAIMBALIUS U cClieHU(PUUECKUil 3amax u30 pra.

3areM uepe3 3—12 wmecsueB mnpouecc npuoOperaeT Oosiee pacHpOCTPAHEHHBIM XapakTep C
MOPAXKEHUEM KOXHOTO MOKpoBa. I1y3bIpu COXpaHSIOTCS HEMPOJOIKUTEIbHOE BpeMsl (OT HECKOIbKHUX
4acoB JI0 cyTok). Ha cau3ucteix 00070YKaxX HMX TMOSIBICHUE MHOTA OCTAeTCSd HE3aMEUYCHHBIM,
MOCKOJIbKY TOKPBIIIKA MYy3bIpeil — TOHKHE, OBICTPO BCKpBIBAIOTCS, 00pa3ys UIUTEIbHO
He3aXUBarolne 00Je3HeHHbIEe 3p03rn. HeKoTophle my3bIpy Ha KOXKE CChIXAIOTCS B KOPKU. DPO3UH NPU
BYJIbIapHOW My3bIpYaTke OOBIYHO SIPKO-PO30BOTO I[BETA C OJECTAIICH BIAXKHOW MOBEPXHOCTHIO. OHHU
UMEIOT TEHJCHUMIO K NEpUPEpUUECKOMY POCTY, BO3MOXKHA IE€HEpaM3alUsl KOXKHOIO Ipolecca C
dbopMHUpOBaHKEM OOIIMPHBIX OYArOB MOPAKEHUS, YXYAUIEHUEM OOIIEro COCTOSHUS, TPUCOEAMHEHUEM
BTOPUYHON HMH(EKIHNH, PAa3BUTHEM WHTOKCUKAIMU U CMEPTEIbHBIM HCXoaoM. OaHuUM H3 HauOolee
XapaKTEPHBIX ITPU3HAKOB AKAHTOJIUTUYECKOW Iy3bIPYATKU SBISIETCS CUMIITOM HUKOIBCKOrO — 3TO
KJIIMHUYECKOE TMPOSIBIICHUE AaKaHTOJM3a, KOTOPHIA MpPH BYJAbrapHOM My3bIpUaTKE MOXET OBITh
MOJIOXKUTENBHBIM KaK B OUare MOopa>keHUsl, Tak U BOJIU3U OT HETO, a TaKKe Ha BUAUMO 3JI0POBOM KOXKE
BJIaJIM OT OoYara IOpaXCHUs.

[Ipu 5TOM, P KOHTAKTE C SKOOBI 3JOPOBOM KOXKEW 3MUIAEPMHC CIIOJN3AET Kak mepyaTka, a B
Mas3Kax oTrnedarkax ¢ my3bipen Haxonatr PH-kneTku, To ecTh pa3pylieHHbIE AKAHTOJIUTUYECKUE KIIETKU
Y CUMIITOM HUKOJIBCKOTrO CTAaHOBUTCS MOJIOKUTEIBHBIM.



BynbrapHas ny3bip4yartka




BynbrapHas ny3bip4yaTtka




Jpo3nun Ha rydax npu BynbrapHou ny3bip4yaTtke




Pemphigus mucosae
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Ce0opeiiHasi My3pIPYATKA B OTJIMYUE OT BYJIbIAPHOW My3bIpYATKU HAYMHAETCS HA CEOOPEHHBIX
y4acTKaxX Koxu (Jiule, CIUHE, TPYJU, BOJOCHUCTON YaCTH T'OJIOBBI).

B nauane 3a00neBaHUs Ha KOXKE MOSBIISIIOTCS 3PUTEMATO3HBIC OUArd TMOPAXKEHUS] C YETKUMHU
IrPaHULIAMHU, HA MOBEPXHOCTU KOTOPBIX UMEIOTCA KOPOUYKHM PA3JIUYHOM TOJILIUHBI KEITOBATOTO WIIU
OypoBaTo-KOpuuHEBOro 1BeTa. [1y3bipu 0OBIYHO HEOOJIBIINX PAa3MEPOB, OBICTPO CCHIXAIOTCS B KOPKH,
P OTTOPKEHUU KOTOPBIX OOHAXKAETCSA BJaXKHAS 3PO3UPOBAHHAS MOBEPXHOCTh. I[ly3pipu mMMeroT
OYEHb TOHKYIO, IPAO0IYI0 MOKPHIIIKY, COXPAHAIOUIYIOCS HEMPOIOKUTEILHOE BpEMSI, IO3TOMY 4acTO
OHM OCTAIOTCA HE3aMEYEHHBIMU OOJBHBIMU U BpauamMu. CumMnToM HUKOIBECKOTO OTPULIATEIbHBIMN.

3aboeBaHUE MOKET UMETh OTPAHUYEHHBIN XapaKTep B TEUCHUE MHOTHUX MecCSIEB U JeT. OaHaKo
BO3MOXKHO PacCIpPOCTPAHCHUE MOPAXKEHUsS HA HOBBIC YYAaCTKH KOXKHOIO IIOKPOBA M CIHU3UCTHIC

000JIOYKM (Yale IMOJOCTH pTa), MNpH TeHepalu3aluyd MaTOJIOTMYEeCKOro mporecca 0o0e3Hb
npuoopeTaet yepThl cuHapoma Cenup-Auiepa.



CebopenHas ny3bipyaTKa

17
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Pemphigus seborrhoicus
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JlucroBuaHasi my3bIpuaTKa XapaKTEPU3YeTCS OSPUTEMATO-CKBAMO3HBIMH  BBICHIIIAHUSIMH,
TOHKOCTEHHBIMU Ty3bIPSIMHU, TTOBTOPHO TOSIBJISIONIUMHUCS HA OJTHUX U TEX K€ MECTaX, MPU BCKPBITHH
KOTOPBIX OOHAXAIOTCS PO30BO-KpPACHBIE HPO3UU C TOCICAYIOMHUM O00pa30BaHUEM TUIACTHHYATHIX
KOPOK, WHOTZIa JIOBOJIbHO MAaCCHUBHBIX 3a CUET MOCTOSHHOTO CCHIXaHHS OTHEISIOIIETOCS JKCCyaara.
[TopaskeHne CIU3UCTBHIX 000JI0UEK HeXapakTepHO. Bo3MOKHO OBICTpOE pacnpoCcTpaHEHNE BHICHIMTAHUHN
B BHUJE IJIOCKHX MY3BIPEH, DPO3HM, CIMBAIOIIUXCS JPYT C JAPYTOM, CIOHUCTBIX KOPOK, YEIIyeK C
pa3BUTHEM HKC(POTUATUBHONU HIPUTPOACPMHH, YXYAIICHUEM OOIIEro COCTOSIHUS, MPUCOCIUHEHHEM
BTOPUYHON MH(DEKITNH.

CemeliHasi J0OpOKa4YeCTBEHHAS MY3bIPYATKA WIH BEereTHPYIOLIAS MY3bIPYATKA JIOJITHUE TObI
MOXET MpOTeKaTh JOOPOKAYECTBEHHO, B BHUJAE OrPAHUYCHHBIX OYArOB [MOPAXKEHUS MpH
YIOBJIETBOPUTEIIBHOM COCTOSIHUM O0JIbHOTO. [1y3bIpH MOSIBIAIOTCS BOKPYT €CTECTBEHHBIX OTBEPCTHUI
(pTa, HOCa, TEHUTAIMI) U B OOJACTH KOXKHBIX CKJIQJOK (TIOJMBIIIICUHBIX, MAXOBBIX, 3ayIIHBIX, O]
MOJIOYHBIMH Keje3amu). Ha aHe spo3uii GOpMHUPYIOTCS MSTKHE, COYHBIE BETeTalllH, MOKPBHITHIC
CEpPO3HBIM H/WJIM THOWHBIM HaJIETOM C HaJIMYMEeM IyCcTya mo mnepudepun. 3aboieBaHHee HMEET
CEMEUHBIA XapakTep U JOOPOKAYeCTBEHHOE TEUYEHHWE, TepefacTCs IO KEHCKOM HaCIeJACTBEHHOMN
JIVHUM.



JlnctoBngHas Ny3blpYaTKa
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Beretupytowas nysbipyaTKa
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[MY3bIPYATKA (npooosxeHue)

I[I’IaFHOZB HCTUHHOM ITY3bIPpYaTK1 OCHOBBIBACTCA HA KJIMHUYECKOM CUMITOMATHKE.

NuddepeHniuanbHblii IUATHO3 TPOBOAAT C reprneTudopMHbIM aepmarutoM [ropuHra u
ce0OopeitHOM HK3EMOH.

Jleuenue

OCHOBHBIMU  JICKAPCTBEHHBIMU  CPEACTBAMH IPU  BYJIbrapHOW My3bIpUaTKe  SBISIIOTCS
KOPTUKOCTEpOUAHbIE TOpMOHBI. HauanmbHast mo3a mnpemnu3oniona oT 80 mo 100 mr/cyT oOBIYHO
JO0CTaTOYHA JIJIsl KyUpoBaHUs npouecca. Horaa, onHako, TpeOyroTcst 0onee Bbicokue 10361 (10 200
Mmr/cyT u Oonee). Ilpu amekBaTHO TOMOOpPaHHOW CYTOYHOM J03€ OTUETIMBBIM TepareBTUUYCCKUN
s dext HacTynaeT B TeueHue 10—14 nueil. CHI>KeHUE CyTOYHOM J103bl, 0COOEHHO BBICOKOM BHauale,
BO3MOXKHO cpa3y Ha 1/4—1/3 oT nepBoHavaIbHON MpU KyIUPOBAHUH MPOIIECCa, MOCIEAYIONUE 2 HeA
103y, KaK MPaBUJIO, HE MEHSIOT; JaJibHEWIIee CHIKEHHE MPOBOAUTCS MEMJICHHO A0 MUHMMAaIbHOM
nojaepxxuBatomient. [Ipu noctwkenun cyrounou ao03el 20—30 Mr ganbHEHIIee €€ yMEHbIIEHHUE BO
n30exaHue peuuanBa 3a00J€BaHUS CIEAYET MPOBOJIUTH C OOJBIION OCTOPOXKHOCTHIO. IIpu Takom
NOJX0A€ MOJJEPKUBAIOIIAs J103a MOXKET cocTaBiarh 5,0—2,5 mr. Kpome mnpegHuzonona, mnpu
My3bIpYaTKE UCIONIB3YIOT TPUAMIIMHOJIOH (KEHAKOPT, MOJIBKOPTOJIOH), METHIINPETHNU30JI0H, METUIIPE,
ypOa3oH, leKcaMeTa3oH, 0eTaMeTa30H B J103aX, SKBUBAJICHTHBIX O ACHCTBUIO TPEIHU3OJIOHY.



[MY3bIPYATKA (npooosxeHue)

KoptukoctepouHas tepanusi, MpoaoLKaroliascsa, Kak MpaBuilo, J0JAT0€ BpPeMs, MHOTAAa MHOTHUE
rofbl,  HEW30EKHO  COMPOBOXKIACTCA  PA3HOOOPA3HBIMM  OCJIOXKHEHUSIMH,  BKIIOYAIOIUMHU
cuMnToMoKoMIUiekC HMinenko—KyIiinHra, 0XupeHue, CTEPOUIHBIN AUa0ET, 3PO3UBHO-I3BEHHYIO
MaTOJIOTHIO TIHIIEBAPUTEILHOTO TpaKTa, THUIEPTOHHIO, TPoMOO3 M TPOoMOO3IMOOJIMIO, OCTEONOPO3,
NPUBOSIIANA K TIEpEIOMYy IO3BOHOYHMKA, T€MOPpPAruuyeCKUil MaHKpeaTut, OECCOHHUILY, 3Hdopuio,
JIETIPECCHUI0, OCTPBIN MCUX03, UHPAPKT MUOKAp]1a, HHCYJBT TOJIOBHOTO MO3ra, a TaK:Ke MPUCOCTUHEHUE
pa3HooOpa3Hbix HMHPeKkIuid. B measax nmpodunakTUKU OCIOKHEHUM PEKOMEHIYIOTCS JHeTa, Ooraras
OellkaMi ¥ BUTAMUHAMH, C PE3KUM OrPaHUUYECHHEM YIJIEBOJOB, KMPOB U MOBAPEHHOM COJU; MPUEM
XJIOpUJIa Kajausi 10 3 T B JIEHb; IPOTEKTOPOB CIU3UCTON OOOJOUKHU KETyAKa, a TAKKE aHAOOTUYECKUX
TOPMOHOB, BUTAaMHHOB TpyIIbl B, npu mpucoeiMHEHUH BTOPUYHOM MH(OEKIUH — aHTUOMOTHUKOB H
MPOTUBOKAHAUIO3HBIX CPECTB.

C uenbl0 yoameHHUs IUPKYJIUPYIOIIUX  ayTOAHTUTEN W3 OpraHu3Ma U [OBBIIICHUS
YyBCTBUTEILHOCTH K KOPTUKOCTEPOUIHBIM FOPMOHAM MCIOJIB3YIOT, OCOOEHHO Ha HaudaJIbHBIX ATarax
3a00J1€BaHUs, SKCTPAKOPIIOPAIIbLHBIE METO/IBI JICUCHUS: TU1a3Madepes, reMOCOpPOLUIO U TEMOANATHUS.

MecTHOE JNeUeHue MNpH My3bIPUATKE HMMEET BCHOMOTATENIbHYIO poJib. [IpuMEHSIIOTCS pacTBOpBI
AHUJIMHOBBIX KPACUTEJICH, KOPTUKOCTEPOUIHBIE Ma3u (I1I€JIECTOIEpM V € rapaMHIIMHOM, THOKCU30H U
ap.), 5% nepmarojioBas uiad kcepodopmHas maszb, 5% MeTwnypaiuiaoBas Ma3b, Macjio OOJIETIHXH,
JIEBOCHUH, IMHUMEHT aJlo€.

Bce OonbHble ceOOpEWHON My3bIPYATKONM W JIUCTOBUIHOM ITy3bIPUATKOM IMOJYYaOT TaKOE JKe
JIeYeHUE, KaK U MPHU BYJIbIapHOM My3bIpUaTKe.



[MY3bIPYATKA (npooosxeHue)

IIporno3 mpu my3bIpyaTKe BCeraa CEpbe3eH, NMPOo(UIaKTUKA PEIYIMBOB, ITOMUMO
PALIMOHAJILHOTO  JICUEHHUSI, BKJIIOYACT IIAJASIMA OOIMHA  pEeXUM, MCKIIOYCHHUE
MPOCTYAHBIX CHUTYyallud, WHTCHCUBHOW WHCOJALMUMU. DOJIBHBIE ITy3bIPYATKOW JOJIKHBI
HaXOJIMTHCS IO/ MTOCTOSIHHBIM JUCTAHCEPHBIM HAOIIOCHUEM.

IpodpuiaakTuka peuuIUBOB, [OMKUMO PAIMOHAJIBHOIO JICUEHHUS, BKIIKOYAET
AUl o0 PEeXUM, MCKIIOYEHHE TMPOCTYAHBIX CHUTyalluil, WHTEHCUBHOWU
UHCONALMUA. DbONbHBIE My3BIPYATKOM  JOJKHBI  HAXOAWUTBHCS MO IMOCTOSHHBIM
JTUCIIAHCEPHBIM HAOJIIOCHUEM M TIOCTOSIHHOM MOJJICPKUBAIOIIEH CTEPOUIHON Tepamnuu,
KOTOpasi IpoBOAUTCA OecriaTHO. BeceM nanpenTam opopmiisieTcs UHBAJIUIHOCTD.
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I'epnerudgopmusbiini fepmarur J{ropuHra

I'epnetudopmubiii  aepMmaruT JlfopuHra — XpPOHUYECKOE PEHUAUMBHpYIOIICe 3a00jieBaHUE KOXKH,
OTIIMYAIONIEECs] HCTUHHBIM TOJUMOP(GU3MOM ChIKM  (MYy3bIPbKHU, IY3bIpH, MaIylbl, BOJABIPH) U
CWIBHBIM 3y7oM. [lepBUUYHbBIEC 3€MEHTHI B BUJE IMy3bIPEH paclojoraroTcs reprneTudopMHO, TO €CTh
CTPYIUPOBAaHHO, W OOBIYHO CHUMMETPUYHBI, MOKpHIINIKA HX IUI0THas. ['epneTudopmHBIN nepMaTUT
MOJKET BCTpEUaThCs B IIOOOM BO3pacTe, Jaxe y rpyaHbIx aeTeil. OCOOEHHOCThIO 3TOT0 ayTOUMMYHHOTO
3a0051€BaHUS SIBJISIETCS TO, UTO MY>KUYMHBI O0OJICIOT UM B 2 pa3a yalile, YeM >KCHILUHBI.

ITHOJIOTHA U MATOTCHE3

Otuonorus 3a00JieBaHUS O HACTOSIIIET0O BPEMEHM OKOHYATEeJbHO HE BbIsICHEHa. JleOroT
reprneTuOpMHOTO J€pMaTUTa MOXKET OBITh CHPOBOLUPOBAH MEPEHECEHHBIMU OaKTEepUaIbHBIMU U
BUPYCHBIMH 3a00JIeBaHUAMM (BETpsiHas OCMa, CKapjiaThuHa, PEeCHUPaTOpHOBUPYCHbIC 3a00JIE€BaHMS,
TPUIIN, THCBMOHHS).

B maroreHeze MMEIOT 3HAYEHHE CUHIPOM MasibaOCopOIMu (IIIOTEHUYYBCTBUTENbHAS SHTEpPONATHS),
OoOyCJIOBJICHHBI HEOOBIYHONW UYBCTBUTEJIBHOCTBIO OpraHm3dMa K Oelkam 371akoB (IJIIOTEHY),
MOBBIIICHHAs! YYBCTBUTEIBHOCTh K MOy U OpoMy M ayTOMMMYyHHBIE HapyuieHus. HekoTopeie yueHble
paccMaTpuBalOT reprneTUOPMHBIA AEPMATUT KaK KOXKHBIC MPOSBICHUS LIETMAaKUU. Y TAlMEHTOB U C
HeIuaKkueil, U ¢ TreprneTuPOpPMHBIM JEPMATUTOM OOHAPYKUBAIOTCS LUPKYIUPYIOIINE HMMYyHHBIC
KOMIUIEKChl M ayToaHTutena IgA K TpaHcrioramuHaze. MIMMyHHbBIE KOMIUIEKCHI (DUKCHPYIOTCS B
00J1aCTH BEPXYILIEK COCOYKOB JIEPMBI, BBI3bIBasi BOCHMAIUTEIbHYIO peakiuio. Bcenencteue ycuieHus
XEMOTaKCHca B CyOdNUAepMaIbHON 30HE 00pa3yroTCsl CKOTUJICHUS 203MHO(PUIOB U HEUTPODUIIOB, OHH
pa3pylIatoTcs ¢ BRICBOOOXKACHUEM (PEPMEHTOB, CIAEACTBUEM YETO SBIISIETCS OTCIOEHUE MUAEPMUCA OT
nepmbl. OTHOBPEMEHHO MOTYT MPOUCXOIUTh WM3MEHEHMS] AKTUBHOCTH KHUILIEYHBIX (DEPMEHTOB U
arpodusi BOPCMHOK TOHKOTO KUIIIEYHHUKA.



[epneTndopMHbIN gepmatnT dropuHra (NpogosrmKkeHne)

KiuHunveckasi KapTuHa

3aboneBaHre YacTO pa3BUBACTCS OCTPO, a B JNAJbHEHUIIIEM MPOTEKAET XPOHUYECKH C PELUIUBAMHU.
KinHnyeckasi KapTUHA XapakTEpU3YeTCsl UCTUHHBIM MOJIMMOP(PU3MOM Chilh. Ha Koxke MOSIBASIOTCS
NATHA, YPTUKApPUHU, TNamyjabl, Iy3bIpH, KOTOPHIE CKJIOHHBI K TPYNIUPOBKE (repreTudopmMHOE
pacrionioxkeHue). Ily3pipu pacmonararoTcsi Ha BHEIIHE HEW3MEHHOM WM JPUTEMaTo3HOM (OHE,
MOKPBIIIKA TMy3bIpEl IUIOTHAs, YIpyTas, PEAKO JOMAeTCs, HO MOXKET CChIXaTbCsl B KOpoukKy. OHH
HalpsSOKCHHBIE,  HAMOJNHEHBI  MPO3PAYHBIM WM TE€MOPPArMYE€CKUM  COJEPKUMBIM,  00Opasys
KOJIBLICBUIHBIC WJIU TUPIISHA000pa3Hbie GUTyphl. BhIChimanus 00bIYHO CUMMETPUYHBI, JIOKAJTU3YIOTCS
Ha pa3ruOaTeIbHbIX MOBEPXHOCTSIX KOHEUHOCTEW, 3aJlHEM MOBEPXHOCTH IIEH, KPECTIe, MOSCHHIIE,
KPYITHBIX CKJIaJIKaX.

3aboneBaHre COMPOBOXKIAETCS CYOBEKTUBHBIMU ONIYIICHUSIMHU (3y1, TOKaJIbIBAaHUE, >IKCHHE),
0COOCHHO B MOMEHT TOSIBIICHUS CBEXKHUX AeMeHTOB. KpoMe Toro, B nmeproa 000CTpEeHHS Y TMAllUeHTOB
MOXXET Hapylarbcsi OO0Iee COCTOSHHWE, TMOBBIIMIAETCA TEeMIEepaTypa, MOSBIAIOTCS MPU3HAKU
MHTOKCHKalu. ColepKUMOE Iy3bIpEl CO BPEMEHEM MYTHEET, MHOIJA CTAHOBUTCA THOMHBIM. [Ipm
MOJICBIXaHUU DJIEMEHTOB O00pa3yroTCSd KOPOYKHM, a TIPU PACUECHIBAHUM — JPO3UH, KOTOPbIE
BIIOCJICICTBUU TAaKKE TMOKPBIBAIOTCA TIeMopparnyeckuMu kopoukamu. Ilpu perpecce Ha wmecrax
BBICHITIAHUIN OCTAIOTCS TUTIIEP- WK JEMUTMEHTUPOBAHHBIE TISITHA, PYOIIbI.



lepneTndpopmMHbIN aepmaTuT JopuHra

[c] University Erlangen,
Department of Dematology
Phone; [+49) 9131- 85 - 2727




lepneTucdpopmHbIin gaepmaTuT QropuUHra
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lepneTucdpopmHbIin gaepmaTuT QropuUHra
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lepneTucdpopmHbIin gaepmaTuT QropuUHra
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Bearkynbl PACNONOKEHE CHMMETDUHHO 1 BO3HWKE -
IOT Ha NOKTAX, KONSHAX, BONOCUCTOR YacT¥ ronoss
¥ B 0DNacTV WeH, NNeY W SroAnL.

Be3nkynbl BOIHAKANT EAWHHYHO MAM rPynnami
W HANOMUKAKOT DPOCTOR repnec. MNauneHTr pacye-
CHRAOT BEINKYNEI, Y100 OBNErUTL 3yA, NOITOMY
GuEaeT TPYANO OOHAPYRNTL HETPOHYTHIR O4ar ans
NPpOBEaeHua DHoncul.

TepmuH «repneTuwhopmMHsiiie 0B03HaNa-
T THNWSHYIO TRYNNMPOBKY BE3WKYI.
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[epneTndopMHbIN aepmatnt dropuHra (NpogosmkeHne)

¥ nereii repnetuopMHbIi 1epMaTUT J[FopuHTra UMEET CBOU 0COOEHHOCTH.

OH Bcerja HaAYMHAETCS OCTPO U COMPOBOXKIAETCS HAPYILLIEHUEM OOILEr0o COCTOSIHUS B BUJE BAJIOCTH,
COHJIMBOCTH, CHUKEHUS alllleTUTa, OJ€THOCTH KOXKHBIX TOKPOBOB.

Ha xoxxe HaOMomaeTcs BBICHINIAHUE JOBOJIBHO KPYIHBIX IMy3bIpEd pa3sMepamMu OT TOPOIIHMHBI 1O
JIECHOTO Opexa U 0oJee, 3al0JTHEHHBIX IPO3PAauHbIM UM TEMOPPArHY€CKUM COAEPKUMBIM.

ChIllb 4acTO pacronaraeTcs B CKJIAJKaX M BOKPYI €CTECTBEHHBIX OTBEpCTHM. MHOTIA BEICHIITIaHME
y3bIpeil HAOMIOJAETCA U Ha CIM3UCTHIX 000JI0UYKAX.

Ouyaru nopa)keHUs CAMMETPHUYHBI U, CIMBAsICh MEXAY COOOH, MpuoOpeTatoT GopMy IyT, TUPIISAHI,
KOJIELL.

VY BCeX JIeTe OTMEUYAETCS BBIPAKECHHBIN MOJIUAICHUT.

Hepeaxo nponecc 0CIoKHIETCA HACIIOCHUEM BTOPUYHON MMOKOKKOBON MH(EKIINH, BCIEICTBUE YETO
IIy3BbIPU IIPEBPALAIOTCS B ITYCTYIIbI.

3aboreBaHue y IE€TeH, KaK MpaBUio0, UMEET 100pOKaYECTBEHHOE TEUEHUE U B OOJIBIIMHCTBE CIy4acB
K IIEpUOY NOJIOBOTO CO3PEBAHUS UCUE3AET.

VY nerei, HECMOTPsI Ha BBIPAKECHHYIO KIMHUYECKYIO CUMIITOMATUKYy AepMarura [[ropuHra, HEpeako
OTCYTCTBYIOT 303MHO(MINS U TOBBIIIEHHAs] YyBCTBUTEIBHOCTh K IpenaparaM Hojaa, 4YTo Aajo IMOBOA
psAoy JepMaToJIOroB CUMUTATh OSTU NPU3HAKK HE O€3yCIOBHBIMH, a BEpPOSTHBIMHU CUMIITOMaMu
3a0oneBaHud. [letn 3a00J€BAIOT B PEAKUX CIydasiX, HO MPOLECC MOXKET MPOSBUTHCSA B MEPBBIE MECSIIbI
KU3HU. Y OOJBLIMHCTBA JeTel 0oJe3Hb J[foprHra pa3BUBaeTCs IMOCIE NEPEHECEHHBIX MH(MEKIMOHHBIX
oonesneil. IlpeoOnanar0T KpyNHBIE JPUTEMATO3HO-OTEUHBIE OYard C BE3HUKYJIE3HO-OYIUIE3HBIMU
AlIEeMEHTaMHU, OOJIbHBIX OECHOKOUT pEe3KUW 3yA. Y JeTedl MEHbllIe HAaKJIOHHOCTh K TPYHIHUPOBKE
BBICBIIIAHUW TP BBICOKOM YaCTOTE I€HEPATU30BAHHBIX JHCCEMUHUPOBAHHBIX YPTUKAPHBIX, IS THUCTO-
ManyJe3HbIX BBICHIMAHUM, OBICTPO MPEBPALIAIOIIMXCS B BE3HMKYJbI, My3bIpM U NycTynsl. Criemyer
YUUTHIBATh YACTOE PACMHOJOKEHHUE BBICHIIAHUM B 00JACTU TEHHUTAIMM, KPYNHBIX CKIAJOK H
MPUCOEANHEHUE BTOPUYHON MUOKOKKOBOW MH(peKIuU. CIM3uCThie 000J0YKH pTa Y JIETe MOpa)aroTcs
BE3UKYJIAPHO-OYJIJIE3HBIMU 3JIEMEHTaMU 00JIe€ 4acTo, YEM Y B3POCIIBIX.



[epneTndopMHbIN gepmatnT dropuHra (NpogosrmKkeHne)

JIuarnocruka

Jlnarso3 OCHOBBIBAETCA HA KIIMHUYECKHUX JaHHBIX. J[Jis1 mOoATBEpKACHUST AUArHO3a MUCIOJIb3YIOT
OIpeJIEIICHUE KOJINUECTBA Y03MHO(UIIOB B KPOBU U My3bIPHOU KUAKOCTH. [[OBBIILIEHHBIA YPOBEHDb UX
B 00€HMX »OTHX XHUAKOCTSIX WM B OAHOM W3 HHUX CBUJETEIbCTBYET B IMOJb3y JIMArHO3a
reprneTupOpMHOro AEpPMaTUTA, BMECTE C TEM OTCYTCTBUE 303MHO(MUIINN HE UCKIIIOYAET €ro; mpooda ¢
Honom (mpoda flmaccoHa) mpuMeHseTCs B ABYX MOAM(UKALIUSIX: HAKOKHO W BHYTpb. Ha 1 kB. cm
BUJIUMO 3JI0POBOM KOXKH, Jy4llle Mpearvieubs, Mo KoMmrmpecc ma 24 4 HakiaapBaloT Ma3b ¢ 50%
Honunom kanud. [Ipoba cunTaeTcs MOJOKUTENbHON, €CIIM HAa MECTE HAIOKEHUS Ma3u MOSBISIOTCS
pUTEMA, BE3UKYJIbl WM Tamyiabl. [Ipu oTpuuarenbHOM pe3yiabTaTe Ha3HA4YalOT BHYTpbh 2—3
CTOJIOBbIE JIOKKM 3—5% pactBopa Kanus Hoaupa. IIpoOa cuuTaeTcs MNOJOXKUTEIBHOW TIPH
NOSIBJIEHUU TPU3HAKOB 00O0CTpeHus: 3a0oneBanus. IIpu TskenoM TeueHUH repneTudopMHOro
JepMaTUTa BHYTPEHHSsI MpoOa MOXKET BBbI3BATh pe3koe O0OCTpeHHEe 3a00JeBaHUs], IMOITOMY
MIPOBOJUTH €€ B MOAOOHBIX cllyyasx He cienyeT. Hanbonee HaexKHbI pe3yiabTaTbl TUCTOIOTHYECKOTO
UCCJICIOBAHUS, KOTOPBIE TMO3BOJISIIOT OOHAPYXUTh CYO3NUACPMANIbHBIA ITy3bIpb, MANMWIISPHBIC
MUKPOAOCLECCHl U «AAECPHYIO MbUIbY». OCOOEHHO LEHHBI AaHHBIE NPSIMON UMMYHOQIIOOPECUEHIINH,
BBISIBJIAIONIME B 0O0JIACTU 3MUAEPMO-IAEPMATBHOTO COEAUHEHHUS OTIOXKEHUs [gA, pacronoxeHHbIe
IpaHyJIaMH WIH JIMHEWHO.

JduddepeHuuanbHas IMArHOCTHKA.
HuddepenimanbHplil AMarHo3 NpPOBOAAT C My3bIpYaTKONW U OyJII€3HON TOKCUKOJEPMUEH.



[epneTndopMHbIN gepmatnT dropuHra (NpogosrmKkeHne)

Jleuenne

bonpHbIe repneTuOpPMHBIM IEpPMaTUTOM TMOJIEKAT 00CIEOBAaHUIO Ha HAJIMYUE COMYTCTBYIOIIUX
3a00€eBaHU, B TIEPBYIO OUEpEb KEITYAOYHO-KHUIIIEUHBIX, (OKaTbHOW HH(EKIIUU, OHKOJIOTHUECKUX,
O0COOCHHO TIpU aTUMHUYHBIX (opMax OOJE3HU YIHI[ MOXKUJIOTO W MPEKJIOHHOTO Bo3pacta. BaxkHo
coOtofieHNe AMETHhI: M3 palldOHa HCKIIIOYAOT TPOAYKTHI, coaepskamiue iWoa u mioTeH. HawmGornee
s dextuBHbBI cynbpoHoBwie cpenctra: HJIC, nancon, aBnocynbhoH, 1uyiudoH, cyabpanupuand u ap.
OO6wrun0 HazHavaroT auyimdoH mo 0,05—0,1 r 2 paza B CyTKH IIUKJIaMH TI0 5—6 JHEH ¢ HHTEpBaIaMu
1—3 nmusa. KypcoBas mo3a 3aBUCHUT OT 3((EKTUBHOCTH M TEPEHOCHMOCTH Mperapara W BoO3pacTa
O0onpHOTO. [IpM PE3UCTEHTHOCTH KIMHUYECKUX TIPOSBICHUM TeprNeTU(POPMHOTO JepMaTuUTa K
Cynb()OHOBBIM MperaparaM, MOKa3aHbl KOPTUKOCTEPOUIHBIE TOPMOHBI B CPEIHUX CYTOUHBIX J03aX.
MectHo HazHayaroT Ttermble BaHHBI ¢ (0,05—0,1% pacTtBOpoM mnepmMaHraHara Kaius;, ITy3bIpU H
My3bIPbKA BCKPBIBAIOT, 3aTeM 00pabaThIBalOT BOIHBIM PACTBOPOM AaHUJIMHOBBIX KpacUTEJEH;
UCNIONB3YIOT 5%  JepMaToiioBYyl0 Ma3b; JIEBOCHUH; O0J1a30Jib, IMAHTEHOJA B BHJE a3pO30Jy;
KOPTHUKOCTEPOUIHBIE Ma3H.

IIporuos. VY nereit mporuo3 OTHOCUTENBHO ONaronpusiTHeINA. BO3MOXXHO BBI3IOPOBIICHUE.

Mpodpuiaaxkruka. IlanmeHtamMm ¢ HENEPEHOCUMOCTHIO IJIFOTEHA PEKOMEHAYETCS IOKU3HEHHO
coOmrofaTh O0E3TTIOTEHOBYIO JTUETY.



KOJIJIAFEHO3bI

B rpynny nud@y3Hbpix Oosie3HEN COCAMHUTEIBHON TKAHU BXOIAT 3a00J€BaHUS ayTOMMMYHHOTO
reHE3a, XapaKTEPU3YIOIHNECS CHCTEMHBIM IMOPAXKEHUEM COCIMHUTEIBHOW TKaHW, B YaCTHOCTH

KOJIJIareHa («KOJLJIareHo3bI»).

Jst nuddy3HbIx 00n€3HeN COeTMHUTENBHON TKAaHU XapaKTEPHbI CIEAYIOIINE OOITUE YePTHhI:

* OOLIHOCTh MAaTroreHe3a, 3aKJIIoYalIiasics B HApPyIIEHMM HWMMYHHOIO TOMEOCTasa, Kornaa
MPOUCXOJUT HEKOHTPOJIMpyeMasi BbIpaOOTKa ayTOAHTUTEN M OOpa30BaHME HUMMYHHBIX KOMILIEKCOB
AHTUTEH — aHTUTENO0, LMUPKYIUPYIOIMIMX B KPOBU U (PUKCHPYIOIIUXCS B TKAHAX, C IMOCIETYIOUIUM
pa3BUTUEM BOCHAIMTEIBHOU pEeaKIUu;

* CX0ZICTBO MOp(oornueckux u3MeHeHui (pudbpuHonaHoe HabyxaHue, BaCKYJIUThI, 00pa30BaHUE
TUM(OUTHBIX U TIa3MOKJIETOYHBIX HH(PUIBTPATOB);

* XPOHHMYECKOE TeUeHHe 3a00JIeBaHusl C mepuoaamMu 000CTPEHUN U pEMHUCCHH;

* o0ocTpeHue 3a00eBaHusl O] BIUsHUEM Hecnenupuyeckux (GaktopoB (MHGMEKIU, UHCOISAINS,
nepeoxaaxaeHue);

* MHOTOCHUCTEMHOCTbh MOPAXXEHUS — BOBJICUYCHHE B MATOJOTMYECKUU MPOIECC KOXKH, CYyCTaBOB,
CEPO3HBIX 000JI0UEK, MOYEK, CEPAIA, JIETKUX;

* ne4eOHbIN A((PEKT OT MPUMEHEHUSI UMMYHOCYIIPECCOPHBIX CPE/CTB.

Cpenu muddy3HbIXx OOJie3HEM COCIUHUTEILHOW TKaHUW K 3a00JIEBAaHUSIM JAEPMaTOJIOTHYECKOTO
npod Ui OTHOCITCSA KpacHasi BOJTYaHKA, CKIEPOJACPMHUS U IEPMATOMHUO3HUT.



KPACHASA BOJTYAHKA

Kpacnas Bomuanka (lupus erythematodes; cun. sputemaro3) — 0OCHOBHOE 3a00J€BaHUE U3 TPYIIIIbI
muddy3HbIX 00JIe3HENH COCTUHUTEILHON TKaHHU.

Paznuuaror J1B€ OCHOBHBIE (OPMBI OOJIE3HU: KOXMCHYIO (OUCKOUOHYr) W cucmemuyro. llpu
TUCKOMIHONW (opMe TopakeHHE OTPAaHWYMBACTCS MPEHMYIICCTBEHHO WM HCKIIOYUTEIHHO
oyaraMM Ha KOX€, B TO BpeMs KaK IpPH CHCTEMHOW (opMe B MaATOJOTHYECCKHH IIPOIECC
BOBJICKAIOTCSI MHOTHE OpraHbl M TKaHW B Pa3HOOOPA3HBIX COUCTAHHUAX, 4 Ha KOXKE€ U CIU3UCTHIX
000JI0YKaX MMEIOTCS BeChbMa IOIUMOp(HBIC M3MeHeHHus. Ilo TedueHuro mnpouecc MOXKET ObITh
OCTPBIM 1 XPOHHUYCCKHUM.

Koxxnast hopma 0ObBIYHO TPOSBIIAETCS B BUJE HECKOJIBKUX BUIOB: OUCKOUOHOU KPACHOU 80YAHKU,
yenmpoobedxichou spumemvl buemma, Xxponuueckou OUCCEMUHUPOBAHHOU U 27YOOKOU KPACHOU
eonuanku Kanowu—~Hpeanea.

JluckouaHasi KpacHasi BOJYaHKAa — HauOoJiee 4acTO BCTPEUYaeTCs B CTpaHaxX C BIAKHBIM U
XOJOJHBIM KJIMMATOM M SBISAETCA PEAKOCThIO B Tpommkax. Cpeau OOJIBHBIX MpeoOragaroT
YKEHIIIMHBI MOJIOIOTO M CPEIHETO BO3pacTa.

OTHOJIOTHS M TNAaTOreHe3. DTHOJOTHIO JAWUCKOMIHONW KpacHOW BONMYAHKH HENb3sl MPHU3HATH
OKOHYATEJIFHO yCcTaHOBJIeHHONW. Hamboiee BEposITHO BUPYCHOE MTPOUCXOXKIACHHUE 3a00ICBaHUS: TIPH
AIICKTPOHHOM MHKPOCKOIIMM B IOPaXEHHOM KOXXE€ OOHApy)KMBAIOT TYOYJIOPETHKYJISIPHBIC
BHPYCOITO00HBIC BKIIIOUCHHS. B maroreHnese onpeaeacHHYI0 pojib UTPAIOT XPOHUYECKast 09aroBas
(Jame CTPEeNTOKOKKOBas) WH(EKIUS, WHCOIAMMS, ayToamieprus. [IpoBomupyromryio poiib B
Pa3BUTHM IIpOIlecCa MOTYT HIpaTh NEPEOXJIAXKICHHS, COTHEYHOE OOIydeHHE, MEXaHHJeCKas
TpaBMa (MHOTJA cuyuTaeTCs (DOTOACPMATO30M).



Kiunnnveckass kapruHa. J[Ji1 KOXXKHOTO TMOpaXEHUs XapaKTepHbl TPU KapAHHAIbHBIX
CUMIITOMA: 3pUTEMa, TUNEpkeparo3 U arpodusi. MeHbllee 3HAYEHUE HMMEIOT WHOUIBTpaus,
TEJICaHTMAKTAa3uu U nurMeHtanusa. [lepBas (3puremaro3Hasi) craaus mpolecca XapakTepuzyeTcs
MOSIBJIEHUEM HEOOJIBIIIOTO PO30BOT0, CJIETKA OTEYHOTO, YETKO OTTPAHUYEHHOTO MATHA, TOCTENEHHO
YBEJIMYUBAIONIETOCs B pazMepax. Bo Bropo# (runepkeparo3HO-UHPUIBTPATUBHON CTaAUMU MSATHO
UHDWIBTpUPYETCS, HAa €ro TMOBEPXHOCTH TOSIBISIOTCS MEJKHE, IUIOTHBIE CEepOBaTO-Oeibie
YelIylKH, ylajisieMble ¢ OOJBIINM TPYIOM U 001610 (cuMnToM beHbe—Melniepckoro) u uMeroIme
IIMIUKY, TMOrpyXaromuyecss B YCTbs (PoIuKyaoB ((OJITUKYISIpHBIA KepaTo3); cam odyar
IpeBpalaeTcs B MJIOTHOBATYIO NUCKOBUAHYIO OnsiKy. [Ipu nepexoje B TpeThio (aTpoPuUECcKyo)
CTaJIMI0 B LIEHTpE ovara (propMHupyeTcs MIajkas HexHas anedacTpoBo-Oenas pyOuoBas arpodus,
NOCTENEHHO PACIPOCTPAHSIOMAsACS HAa BCIO IUIOMIA[b OdYara, B 30HE KOTOPOW MOTYT OBITh
TEJCAHTMAKTA3UU U KpaeBasi MUrMeHTalus. TUryHa JOKaIM3alus Ha OTKPBITHIX y4acTKaxX KOXKU:
auo (0COOEHHO Ha HOCY U WIEKax, I7€ oyar MOXET HaroMHHaTh 1o ¢opme 0abouKy), yUIHBIE
pPaKoBUHBI, I, OTKphITas 4acTh rpyau. Hepemko mopaxaroTcsi BOJOCHUCTAsl 4acTh TOJIOBBI U
KpacHasi kaiima ry0. Bo3MOXHO mopaxeHue cIm3UcTOM OOOJOYKU pTa, INI€ OYard MMEIOT BH]I
CUHIOIIHO-KPACHBIX WM 0€JIeCOBAThIX, YETKO OTIPAHUYECHHBIX MJIOTHOBATHIX OJSIIEK C 3alaBIInM,
MHOT/Ia 3PO3UPOBAHHBIM LIEHTPOM. DPO3UBHBIE OYaru Ha CIM3UCTON 000JI04YKe pTa OOJIE3HEHHBI BO
BpeMs efibl. [[s TUCKOMIHOM KpacHOM BOJIYAHKHU XapaKTEPHO AJIUTEIbHOE HEMPEPHIBHOE TEUCHUE
C MNEPUOAUYECKUMHU YXYAUICHUSIMA B BECEHHE-JIETHUW MEPUOJl, YTO CBA3AHO C BBIPAKEHHOM
doroceHcuOmnmu3anuet. YeTkux MNpU3HAKOB CHUCTEMHOCTH IIpoliecca OOBIYHO OOHAPYKHUTh HE
yIaeTcs, B CBSI3M C UEM €€ pacCMaTpUBalOT KaK aHTHUIIOA CUCTEMHOW KpacHOM BOJMYaHKU. B To xe
BpeMsl IpU THIATEIIbHOM JMHAMUYECKOM HAONIONCHUH W OOCJIEeIOBAaHMM y YacTH OOJIbHBIX B
OTJEIbHBIE TEPUOAbl MOXHO BBISIBUTH BHUCHEPAIbHYI0 KIMHHYECKYI0O U JA0OpaTOPHYIO
MHUKPOCUMIITOMATUKY, YTO CBUICTEJILCTBYET O €IMHOM CYIIECTBE BCEX (POPM KpacCHOW BOITYAHKHU.



B knuHHMYeCKH 310pOBOM KOXKE Y OOJBbHBIX JUCKOMIHON KPACHOM BOJUYAHKON I'MCTOXMMHUYECKUMU
METOJIaMi 0OHapyKHMBaIOT HadalbHbIC M3MEHEHMS, ITOJJOOHBIC TAKOBBIM B O4arax rmopaxeHHus.

[Ipu BO3AEHCTBUM HEONAronpUsTHBIX (DAKTOPOB JTUCKOUIHAS KpacHas BOJYAHKAa MOXKET
NEepPEXO/IUTh B CUCTEMHYI0. B kpoBu mosBisitorcss LE-KJIETKH, BBISBISIOTCS NPU3HAKK TMOPAKEHUS
MOYEK, CepAua, cycrtaBoB. llarorumcronornueckve NpPU3HAKA: HAYaJbHbIE W3MEHEHUS COCTOST B
pacUIMPEHUN COCYIOB ITOBEPXHOCTHOM KPOBEHOCHOM CETH C OTEKOM COCOYKOB M ITOJICOCOYKOBOIO
CJOsA, TA€ B JajbHEWIIeM 00pa3yeTcsl THE3IHbIA OKOJIOCOCYAMCTHIM MHPUIBTpAT U3 JTUMGOUITHBIX
KJIETOK C MPUMECHIO TJIa3MATUYECKUX, TYYHBIX KIETOK M THUCTHOLMTOB. MHuUIpTpar dopmupyercs
TaKkke B OKPYKHOCTH BOJIOCSHBIX (DOJUIMKYJIOB, CajlbHBIX M TIOTOBBIX kene3. Ha mecrax
UHpUIBTpaluu OTMEYaroTCd (QUOPUHOUIHBIE WM3MEHEHHUS COCIMHHUTENIbHOM TKaHU JIEPMbI C
NOCJIETYIOUIEH THOENbI0 BCEX BOJOKHUCTBIX CTPYKTYP U aTpoduel cabHO-BOJOCSHBIX (DOIUTHKYIIOB. B
AUACPMUCE — OYaroBas BakyoslbHas AMCTpo(us 0a3zalbHOIO CIIOS, aTpopusi POCTKOBOIO CJIOS U
BBIPAXKEHHBIN TUIIEPKEPATO3 C POrOBBIMU MPOOKAMHU B BOJIOCAHBIX (DOJUTMKYJIaX U MOTOBBIX MOpPax.

JIMarHo3 OCHOBBIBAETCS HA KIMHUYECKUX JAHHBIX U B TUIWYHBIX CIy4asX HE IPEICTABISAECT
3arpyfiHeHUM. B HavanbHOM  CcTaiuM  JAUCKOMAHYIO  KPacHylO  BOJIYAHKY  HEOOXOJIHUMO

mudepeHnpoBaTh OT CEOOPEMHON AK3eMbl U TICOpHAa3a, B YEM MOXKET MOMOUYb THCTOJIOTUYECKOE
UCCIIEA0OBAaHUE KOXKU.
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KpacHasa Bon4yaHka
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KpacHas Bon4yaHka

N
N~




KpacHasa Bon4yaHka
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OnckongHaa KpacHasi Bon4yaHka
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OnckongHaa KpacHasi Bon4yaHka
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OnckongHaa KpacHasi Bon4yaHka
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OnckongHaa KpacHasi Bon4yaHka
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OnckongHaa KpacHas Bon4yaHka
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OnckomngHaa KpacHas Bon4yaHka
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OnckongHasa KpacHasi Bon4yaHkKa







- InckonaHas KpacHas
BONYaHKa. Ha obeunx wekax
— YeTKO OTrpaHUYEHHblIe
KpacHOBaTble OpOroBeBatoLme
bnawkn. Koxa B npegenax
bnawek aTpocupoBaHa u
NOKpbITa Yewynkamm. Ha
HWXHEW NOBEPXHOCTU Yeluyek
NMEIOTCH POroBbIE LNMUNKMN,
3axogsume B yCTbs
BOJIOCSAHbIX (PONNINKYNOB.
Bnarogaps 3Tum WUNukKam
YeluyYWNKN NAOTHO CUAAT Ha
KOXe
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AUcCKoupHanA
KpacHaA BOAYAHKa
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OunckounaHas
KpacHas
BOJTYaHKa
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OduckounpgHaa KpacHas Bofl4aHKa BOJIOCUCTOMU
yacTu ronosBbl (pyobuoBas aTpodus)

o

s i _"-
§§\t"5\‘;“
.C\'ﬁ,""\'

\
o)

7
/

Department of Dermatology”
Phone: [+439) 3131- 85 272




InckomnagHan KpacHasi Borfl4YaHKa BOJIOCUCTOM
yacTu ronosBbl (pyobuoBas aTpodus)
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{c) University Erlangen,
Department of Dermatology
Phone; (+49) 9131- 85 - 2727
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Lupus erythematodes mutilans




NopaxeHne KpacCHOM KanMbl ryd npwu
ANCKOMOHON KpaCHOWU BONT4YaHKe

DOIA~

(] University Erlangen,
Department of Dermatology




InckonaHasa KpacHas Bof4YaHKa (nopaxeHue
CJZIN3UCTOM NOJSIOCTU PTa)
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Abb. 75. Diagnose: Lupus erythematodes chronicus integumentalis.
Befund: Im Gesicht und am behaarten Kopf zahlreiche, teils einzel-
stehende, teils konfluierte, scharf begrenzte Herde mit atrophischem
Zentrum und gerotetem, schuppenbedecktem Rand. Die Herde sind
beriihrungsempfindlich. — Laborbefunde und konsiliarische Untersu-
chungen: Kein Anhalt fiir eine systemische Beteiligung.
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OncceMunHnpoBaHHas KpacHasa BonyaHka

@

[c] University Erlangen,
Department of Dermatolagy
FPhone: [+439) 3131- 85 - 2727




,uVICCEMVIHVIpOBaHHaFI KpaCHaA BOJTHaHKa
e - — 8./




ILentpobexnas 3purema (buerra) sBiseTcss TOBEPXHOCTHBIM BapHUAHTOM KOXKHOUW (HhOPMBI
KpacHOM BoldaHkH. M3 Tpex KapAMHAIBHBIX CHUMIITOMOB, CBOMCTBEHHBIX IUCKOMIHOW (opme,
OTYETJIMBO BRIpA)KE€HA TOJILKO TUTIEPEMHUS, B TO BPEMs KaK IJIOTHBIC YEITYUKH U PyOIioBas arpodus
MOYTH WM TOJTHOCTBIO OTCYTCTBYIOT. Ouaru OOBIYHO pacIoiaratoTCs B CPEHEW 30HE JIHIa U
4acTo MO0 OYEPTaHUAM HAIOMHUHAIOT 0a004Ky. VX oTInyaeT BeIpaKeHHBIN [IEHTPOOEKHBIN POCT.

Takast popma mopaxeHUsl KOKU HEPEIAKO SBISETCS HAYaJbHBIM MPOSBICHUEM CHCTEMHOIO
npouecca.

MHOX€ECTBEHHBIE, PACCESIHHBIE 110 PA3JIMYHBIM YYaCTKaM KOKM O4arv JUCKOWIHOTO TUIA WA
TUNa  UEHTPOOEKHOW  sputembl  buerra 4Yacto  0003HAYalOT KaKk  XPOHUYECKYIO
AUCCEMHMHHPOBAHHYI0 KPACHYIO BOJTYAHKY.

[Ipn ruyOokoii kpacHoil BosyaHke Kamomm-HMpranra Hapsny ¢ ONMCAaHHBIMH paHEE
U3MCHECHUSIMA KOXKM B IIOAKOKHOM KJIETYAaTKE HWMEETCS OOWH WM HECKOJIBKO PE3KO
OTTPAHWYEHHBIX IUIOTHBIX, TOABWKHBIX VY3JIOBAaTbIX YIUIOTHEHWW — JIFOIYC-TITAHHUKYJIIUT,
OCTaBJISIOMMX TOocie celsi TpyObii pyOer, HEMPUATHBIA B KOCMETHYECKOM OTHOIICHUH, OJHAKO
sTa (hopmMa HUKOT/AA HE TPAHCHOPMHUPYETCA B CUCTEMHYIO KPACHYIO BOJTUYAHKY.



LleHTpOoOGeXXHana aputema

Department of natology
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LleHTpoOexHaa aputema bueTTta
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LleHTpoOexHana aputema buetra
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'myb6okasa chopma KpacHou BonyaHku Kanowwu-
UpraHra
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'myb6okan popma KpacHoun Bon4vyaHku Kanowu-
UpraHra

Depaitment of Dematology
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myb6okasa chopma KpacHou BonyaHku Kanowwu-
UpraHra

(c] University Edangen,
Department of Dematology
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JledyeHue k0xxHOU (HOPMBI JOIKHO OBITH KOMIUIEKCHBIM. OCHOBHBIM METOJIOM OOIIEH Tepanuu
SBJISICTCSI JUTUTEIBHOE MPUMEHEHNE XUHOJMHOBBIX MPOU3BOJIHBIX, 00J1aJar0IINX
(dhoToIeCEHCUOMTU3UPYIOIIUM JeUCTBUEM (Aenaruwi — HO 1—?2 TableTKu B I€Hb WIH IJIaKBEHWI — 110
2-3 TaOneTku B JCHb, B TCUCHHE HECKOIBKMX MecsmeB nukiaamMu mo 5—10 mHeit ¢ 3-gHEBHBIM
MEPEPHIBOM, HO B BO3PACTHBIX /103aX). DP(HEKTUBHOCTh U MTEPEHOCUMOCTh XMHOJIMHOBBIX MTPENapaToB
MOBBIIAIOTCA MpPU OJAHOBPEMEHHOM Ha3HaueHHM BUTamMuHOB (B6 u Bl2 BHyTpuMmbleyHO,
MAHTOTEHATA KaJbIUsl, HUKOTUHOBOW KHCIJIOTHI BHYTPb). MECTHO NMPUMEHSIIOT KOPTUKOCTEPOUIHbIC
Ma3u (JIOpHHJEH A, PTOPOKOPT, LEAECTOAECPM, DITOKOM, JUMPOCATIMK) — CMa3bIBalOT o4aru 2—3 pas3a B
JI€Hb (Ha HOYb JIyYIlI€ MO/ OKKJIIO3MOHHYIO MOBSI3KY). [Ipu HEOObIION MIOaad 04YaroB NPUMEHSIOT
UHTpaJiepMalibHbIE (110 TUIY JIUMOHHOM KOpouku) uHbeKIuu 10% pactBOpa xmHrammHa win 5%
pactBopa aenarwia 1—2 pasza B Hexmento (He Ooisiee 2 MJI HA OAHY mpoueaypy). B oco0o ynopHbix
ClIydastX TPOBOJUTCS KPHUOJACCTPYKIHMs. PekoMeHIyeTcss caHalusi BBISIBICHHOW XPOHUYECKOU
dokanbHO nHPexuuu. [IpumeHenue o0l KOPTUKOCTEPOUTHON TepaNUK IPU JUCKOUTHOM KpacHOM
BOJTYaHKE Heleraecooopa3Ho. bolibHbIE AOMXKHBI MMOCTOSSHHO COOM0AaTh MPOPUIAKTUYECKUN PEKUM:
n30erarb MpeObIBaHUS HA COJHIIE, BETPY, MOPO3€; MEpe]l BHIXOJOM Ha YJIMUILy CMa3bIlBaTh OTKPBITHIC
y4acTku Tena ¢oTto3amuTHbIMU KpeMamu («Jlyu», «lllut»). B colHeuHble AHU KEIaTeIbHO
MOJIb30BATHCS MUPOKOTOJION NUIANON MM 30HTUKOM. OTAEIbHBIM MAIUEHTaM MOXET MOTPEOOBATHCS
TPYAOyCTPOMCTBO. B BeceHHe-IeTHUI TMepuoj MmokazaH NpoPUIaKTUUYECKUN NPUEM XUHOJIMHOBBIX
MPOMU3BOJIHBIX (Aenarwi — no 1 TabneTke yepes3 AeHb WIM IIAKBEHUI — MO 1 TabmeTKe €XEeAHEBHO).
bonbHbIE JOKHBI HAXOJIWUTHCS HA JAUCIAHCEPHOM HAOMIOJICHUM JI€pMATOJIora W PEeBMATOJIOra-
neauarpa.

KpacHasi BoJYaHKa CHCTEeMHAasi IIPEJICTABISACT COOOH IPOrpecCHpyolee MOTHCHHIAPOMHOE
3a0o0eBaHe C XPOHUYECKUM, ITOJOCTPHIM WM OCTPBIM TCUCHUEM, KOTOPOE CAaHUPYETCS Yy Bpadcu
00IIIEr MEIUIIMHCKOM CETH.



CucrtemHasn KpaCHaA BOJTHaHKa

[c] University Eranget
Department of Demnalaloay
Phone: [+49) 9131- 85 '2‘?27




CucrtemHasn KpaCHaA BOJTHaAHKA
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CucrtemHasn KpaCHaA BOJTHaHKa
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CucrtemMHasn KpacHad Bosfi4yaHKa

(2] University Erlangen,
Department of Dermatology
Phone: (+49] 9131- 85 - 2727




CuctemMHasn KpacHas Bosnm4yaHKa
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CucrtemHasn KpaCHaA BOJT4HaAHKaA
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CucrtemHasn KpaCHaA BOJT4HaAHKaA
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Abb. 74. Diagnose: Systemischer Lupus erythemato-
des (SLE).

Befund: Im Gesicht unscharf begrenzte, unregelmafBig
konfigurierte, leicht urtikarielle Erytheme. Erosiv-ver-
krustete Herde an Lippen und linker Wange. Bldsse und
5dematose Schwellung des gesamten Gesichts mit Lid-
und Lippenddem.

Besonderheiten: Fortgeschrittenes Stadium eines SLE mit
Nierenbeteiligung.

120



CKIIEPOAEPMUASA

Ckreponepmusi — 3a00JieBaHUE, XapaKTEPU3YIOIIEECs MOPAKEHUEM COCTUHUTEIILHON TKAaHU KOXKHU
¥ BHYTPEHHUX OpraHoB (IUILEBOJIA, JIETKUX, ONOpHO-ABUraTeiaprHoro anmnapara, JKKT, cepana, moyek)
¢ mpeobazanreM (PrUOPO3HO-CKIEPOTUUECKUX U COCYITUCTHIX U3MEHEHUH.

B 3aBUCMMOCTH OT pacnpoCTPaHEHHOCTH TMPOLEecCa U TMOPAKEHUS BHYTPEHHUX OPraHOB
pa3JIMYarOT O4aroByI0 U CHUCTEMHYIO (POPMBI CKIEPOJIEPMUM, A IO TEUCHUIO OCTPBIM U XPOHUUYECKUIM
npoiiecc.

OTHoIoTHA W maroreHe3. [IpuunHa ckiepoiepMuu HE ycTaHOBJIEHAa. B OCHOBe 3a0o0JieBaHUS
JISKUT HapyIICHWEe CHHTe3a WU OOMEHa KOJUlareHa, 4To MPUBOAMWT K MAaTOJOTHYECKOMY H3MEHEHUIO
COCIMHUTEIIPHON TKAaHU M COCYJIOB KOXXM M BHYTPEHHUX oOpraHoB. OTmedaercs HapylleHHE
MUKPOLMUPKYISIITUN B MEJIKMX COCYZIaXx U Pa3BUTHE B KOXKE€ M BHCIICPAIBHBIX OPraHaX YHUBEPCATBHOTO
muddy3Horo ¢udbpoza u ckiaepo3a. B OCHOBHOM BEIIECTBE COCAUHUTEIHHON TKAHU TMPOUCXOJSAT
XapaKTepHBIC I KOJIJIar€HO30B M3MEHEHHUs: MyKOUAHOEe U (GuOprUHOMIHOE HalOyxaHWE, THaJuHO3 U
CKJIEpO3.

Hecmotps Ha oOmIye MaroreHeTHYeCKHe MEXaHU3Mbl B Pa3BUTHHM OTPAHUYECHHON W CHCTEMHOM
CKJICPOJISPMUH, TIOPAKEHNE BHYTPEHHUX OPTaHOB IPU OTPaAaHUYCHHOMN CKJIEPOJASPMHUU ObIBaeT KpaifHe
peaxo.

dakTopamMu, TPOBOLUPYIOMIMMH pa3BUTHE OOJIE3HU, SBISIOTCA (PU3MUECKHE BO3ICUCTBUSA
(MexaHuYecKasi TpaBMa, MepeoxaaxICHUEe, COTHEUHOE U3NTydeHue), UHGEKIIMOHHbIE OoJie3Hu (JIaim-
Ooppenro3, BUPYCHbIC MH(EKIMH), XUMUUECKHE areHThl (JI€KapCTBEHHBIC Mperaparhbl, BaKIWHBI U
CBIBOPOTKH ), KOTOPBIE MPUBOAT K aKTUBAIIMKM Ay TOMMMYHHOTO IpoIiecca.

B martorenese urparoT poyib HEHPOIHJAOKPHHHBIC, BUCIIEpalIbHbIE W OOMEHHBIC HapYIICHHUS.
CkrneponepMusi BCTpedaeTcs y OOJNBHBIX € (YHKIIMOHAJBbHBIMU PACCTPOMCTBAMM IIUTOBUIHOM,
MapariuTOBUIHBIX, TTOJIOBBIX JKeJe3, TUIO(Pu3apHO-HAATIOYEYHUKOBOM CHCTEMBI.



CKINNEPOLEPMWA (npopormkeHue)

Knaccudpurkauus

B 3aBUCHMOCTH OT pacipOCTPaHEHHOCTH MOPAXKEHUS KOKH, HATMYHS U3MEHEHUHN B IPYTHUX
OpraHax M CUCTEMAaX CKJIEPOJAECPMHUSI OJIPA3ACIISIETCA Ha

"0YaroByI0 (OrpaHU4YeHHYI0) U

"CHCTEMHYIO.

B cBoro ouepenr ouaroBasi CKIEpOIEpMHUS TOAPA3ACISIETCS Ha!
"OJISIIIEYHY 10}
WIMHENHYI0 (JIEHTOBH/HYIO, Ca0JIeBUIHYI0, 30CTepHU(OPMHYI0).

CucremHas CKliepoiepMus BCTpedaeTcs B ABYX (hopmax:
siudy3Hon u
"AKPOCKJICPOTHYECKOH.



CKINNEPOLEPMWA (npopormkeHue)

Kinvnuueckast KapTuHa
Kak nmpy cHCTeMHOM, TaK ¥ ITPHA 04ATOBOM CKJIEPOAEPMHUU KOXKHBIN MPOLIECC MTPOXOIUT TPH CTAAUM.

Cragus oreka XapaKTepHU3yeTCs MOSBICHUEM OTEUYHOIO YMEPEHHO TUIEPEMHPOBAHHOTO TSTHA C
CUHIOIIHBIM OTTEHKOM MWiIM OyieqHoro. OHO uMMeeT TECTOBaTyl KOHCHUCTeHIMIo. Ha moBepxHocCTH
MATHA MOXXHO 3aMeTHTh < JIMMOHHYIO KOpPOuKy.>. CyObEeKTHBHBIC OIIYIIEHHS, KaK MPaBUIIO,
OTCYTCTBYIOT, BCJICJICTBUE YETO ATa CTaAMs OOJIE3HN YaCTO IPOCMATPUBACTCHA.

Ha BTOpOIi cTaguM NpouCXOIuT YIJIOTHEHHE o4ara nopaxeHus. Koxka mpuoOperaer BOCKOBUIHO-
KEAThIM (I[BET CJIOHOBOM KOCTH) WJIM ajedacTpOBO-OCNBIM I[BET, YIUIOTHSETCA, TaK YTO IIpHU
HAJaBIMBAaHUM MajlblEM Ha OYar sIMKM He ocTaeTca. Boylockl B o4are MOpa)KeHUsS BBINANAOT.
YMeHbIIaeTcss NoTto- W canootAesneHue. Oyaru MOCTENEHHO yBEIWYUBalOTCsS B pasmepe. Ha wux

nepudepur HMeEEeTCs JIMJIOBAaTO-pO30Bas OTEYHAsh KAaeMKa, 4YTO TOBOPUT O MPOTrPECCUPOBAHUU
mpoiiecca.

Ha Ttperbedl cTajuM B NECHTPAJbHOW YaCTU oOdara HACTymacT arpogusi KOXHU C TOSBJICHUEM
MOCJEAYIONEW TUTMEHTALIMN U TEJICAHTUIKTAZU M.



CKINNEPOLEPMWA (npopormkeHue)

bnaweunan cxknepooepmusa. 3abojieBaHNE HAYMHACTCS C TIOSBICHHUS OJHOTO WIJIM HECKOIBKHX
AIIEMEHTOB OKPYITIOW (DOPMBI M pa3HON BEIMYHMHBI, TTOCTEIICHHO YBEIMYMBAIOIIUXCS B pa3mepax. B
npoiiecce 00JIe3HW MOTYT TMOSBIATHCS HOBBIE ouard. B cBoeM pa3BUTHHW OJISIIKK TPOXOISAT BCE TPH
ctaauu (0TeK, yrioTHeHue, arpodust). [Iporecc mopaxkaeT npenMyIIecTBEHHO KOXKY TyJ1oBuIa. Kpaiine
PEAKO Ha TOBEPXHOCTH 3JIEMEHTOB 00pa3yroTCs IMy3bIpu M Tpoduueckue s3Bbl. Ha BbICOTE pa3BUTHSA
3a00JIeBaHUS OYary MOPakeHMs BBITJISAIAT TJIOTHBIMU OJISIIIIKAMU 1IBETa CJIOHOBOM KOCTH, OKPY>KEHHBIMU
¢roneToBbIM BeHUYMKOM. [loBEpXHOCTH OJsIIeK TajKas, OJIecTsIas, pocTa BOJIOC HET, KOXKa B CKIIAJIKY
HE coOMpaeTcs.

Teuenune OnsamedHo QGopMbl  ckIepoaepMuu  OObIYHO JoOpokadecTBeHHOe. Ha Mecte
Pa3pEIIMBIINXCSA OYaroB OCTAIOTCS TUIIEPIMIMEHTAIMSA M aTpodus KOXKH C JITKUM 3amaJcHueM B
IIEHTpE.

Juneiinasa cknepooepmus. Ita popma 3a00€BaHUS BCTPEUACTCS MPEUMYILECTBEHHO Yy JIETEH U
BO3HUKAET MOCJe TpaBMbl. OUaru pacnosiaratoTcs MpoAoJbHO MO JJIMHE KOHEUYHOCTH, Ha JIOY, TYJIOBUIIIE,
HEPEKO MO X0y COCYIMCTOHEPBHOTO My4Ka, MPEJCTABIISISE COOO0M TIIOTHBINM TSHK I[BETA CJIOHOBOUM KOCTH.
ATpodusi, pa3BUBAIONIASCS B UCXOE JIMHEHHOU (POPMBI CKIEPOJIEPMUM, 3aTPATUBACT KOXKY, MOJKOXKHYIO
KJIETUaTKy, (DacIiiiy U MBIIIIIbI, BCJICACTBUE YETO 3aMEJIICTCS POCT MOPAKEHHOU 001aCTH, YMEHbBIIIACTCS
ee o0beM. Ecnu 3a0oseBaHne BOZHUKAET B JETCKOM BO3pACTE, B JAJIbHEUIIIEM OTMEUAETCSl YKOPOUCHUE
KOHEYHOCTH W Pa3BUTUE TYTONOJABUKHOCTU CyCTaBOB. M3-3a HapylieHuss KpOBOCHAOXKEHHUS B oyare
NOpaXEHUsT MOTYT pPa3BUBATHCS W3BS3BICHUS W MYTWISIIIMA KOHIEBBIX (ananr. Ilpu nokanuzanuu
JUHEHHOM CKJIEPOJICPMHMH Ha JIMIIE IPOIECC PACHPOCTPaHSAETCS C BOJIOCHCTOM YacTH T'OJOBBI Ha JI00 U
CIIMHKY HOCa, HallOMUHas pyoer oT yaapa caouneit (sclerodermie en coup de sabre). MHorna BcTpevaercst
3ocTepudopMHOE (10 XOAy MEXKPEOSPHBIX HEPBOB) PACIIOIOKEHUE OYara.



CKINNEPOLEPMWA (npopormkeHue)

CucremMHasi CKJepOaepMUsl SIBIISICTCS TMOJHOPraHHBIM 3a00JIEBAHUEM, MOPAXKAIOIUIUM KOXKY,
COCYIbl U MHOTHE BHYTPEHHUE OPTaHbl.

Paznuyaror n1Be (hOpMBI CUCTEMHOM CKIIEPOACPMUM:
= aKPOCKJIEPO3 U
= U@ Py3HYIO CKICPOAEPMHUIO.

N3 BHYTpEHHHMX OpPraHOB NIPM CUCTEMHOM CKJIEPOJECPMHM 4Yallle BCEr0 MOPAXKAETCA
NUIIEBAPUTEIbHBIA  TPAaKT, OCOOCHHO TMHILNEBOJ, a TaKXke Jerkue, CcepAaue U IMOYKH.
["acTpouHTEeCTHHANIBHBIE CUMITOMBI OOHapyxuBatoTcs y 75 % paereit. IlepBoHauanbHO MOpakeHUE
3aXBaThIBACT MOACIU3UCTBINA CJIOW NuUIlleBoAa, a 3areM U Bcero JKKT. CteHku nuiieBoa TepsitoT CBOKO
AJIACTUYHOCTb, YTO COMPOBOXKIAECTCS pa3BUTHEM AUC(HArnyeCcKuX sIBJICHUH (3aTpyAHEHUE TIIOTAHMS).

IIpu oOcnenoBanuy y OOIBIIMHCTBA JE€TEN C CUCTEMHOU CKJIEPOACPMHUEH BBISBIISETCS MOPAKEHUE
Jerkux. BHayane ycuieHHe JIErOYHOrO PUCYHKA OIPENENSIETCS TOJIBKO PEHTIE€HOJIOTMYECKH, 4 B
najdbHEWIeM B JIETKUMX pa3BuBaeTcs AUG(Py3HBIM MHEBMOCKIEPO3 C XapaKTEPHOW KIMHUYECKOU
CUMIITOMAaTUKOM.

[TopaxkeHue cepana MposBISIETCS B BUIE KapAUOCKIIEpO3a.

bonee wem y 60 % nereit B mepBble TpU roma OOJE3HU pPa3BUBACTCA IMOPAKECHHE IOYEK,
MPOSIBIISIFOIIEECs] HePPOCKIEPO30M M TOYEYHON THUIepTeH3uel. Pexe BCcTpeudaroTcs W3MEHEHUsS B
IIEYEHN U B BETETaTUBHOM OT/IEJIE HEPBHOM CHUCTEMBI.



CKINEPOLEPMUA (npogomxkeHune)

Jugpghyznan  cknepooepmuna. Tedenne audPy3HOH CKISPOICPMHHM  XapaKTEPU3YETCs
MPOTPECCUPYIONTUM YXYAIICHUEM COCTOSHUSA O0JIhHOTO. 3a00JieBaHME HAYMHACTCS C TOSBICHUS
IJIOTHOT'O OTEKA MOYTH Ha BCEM KOXKE, KOTOpAsi CTAHOBUTCA OJI€AHOM, HAITPS)KEHHOM, HE COOMpPAETCS B
CKJIaJIKy, a TIPY HaJIaBJIMBAaHUM HA HEMl HE ocTaercs sAMKU. M3-3a HapylmieHus: MUKPOIUPKYIISIUA
KOXKa TMPUOOpETAeT CUHIONIHBIA WM MPaMOpPHBIM OTTEHOK (cTamus oTeka). B manpHeitmem onHa
CTAHOBUTCA JIEPEBSIHUCTO-IUIOTHOM M CIAUBAETCS C MOMJICKAINIMMU TKAHIMU (CTaAUS YIJIOTHEHUS ).
Koka Ha BUJ BOCKOBHIHAsA, €€ MOBEPXHOCTh OnecTsmas. B panpHeeM mpoucxoauT arpodus
MOJIKOKHO-KUPOBOM KJIETUYATKU W MBIIIIII, U KOKa BBITVISIUT CHASTHHOW C KOCTSIMHU (CTaausl CKIEPO3a).
W3meHeHus1, MpOUCXOASIIME CO CTOPOHBI BHYTPEHHUX OPraHOB, TAKKE K€, KaK U IMPU AKPOCKIIEPO3E.
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CKINNEPOLEPMWA (npopormkeHue)

JAunarnocruka

I[I/Ial"HOS CTaBUTCSd HAa OCHOBAaHUHM KJIMHHWYECKOMU KapTHUHBI. N3 J'Ia60paTOpHBIX MCTOHAOB IIPH
OFpaHI/I‘ICHHOﬁ CKIICPpOACPMHUHA HauOoOIbIIee 3HAYEHUE UMEET TMCTOJIOTHUECKOE HCCJICAOBAHUC, IIPU
I[H(l)(l)YSHOﬁ, KpoME TOrO, — O6H3pY)KGHI/I€ AHTUHYKJICAPHBIX 1 AHTULCHTPOMCPHbBIX AaHTHUTCII.

JAuddepeHuuanbHass IMArHOCTHKA

brsmeunyo ckiepoaepmuio TUPGHEpEeHITUPYIOT C BUTHINIO, KPACHOM BOJYAHKOW, TPETUYHBIM
cupunucom. CHCTEMHYIO CKIEpoJAepMUI0  TUPPEepeHIUPYIOT C CKJIEPOMUKCENEMOM U ¢
OTPAaHUYEHHOM CKIIEPOJECPMUEH.

B3auMoOTHOIIIEHUS MEXy O4aroBOM W CHCTEMHOM CKJIEPOAECPMHUEN HO HACTOAIIETO BPEMEHU
OJTHO3HAUYHO HE YCTAHOBJICHBI. HEKOTOphIE yUeHbIE CYUTAIOT O4aroBbie PopmMbl 00IE3HU HAYaTLHBIMU
MPOSIBIICHUSIMA CUCTEMHOW CKJIEPOAECPMHUM, APYTHE PACCMATPUBAIOT MX KaK JIBA CaMOCTOSITEIIbHBIX
3a0oneBanuda. M3penka HaOMIOAAIOTCA Claydad IME€peXoJa O4aroBOoil (OpMbI CKIEPOJECPMHUU B
CHUCTEMHYIO, B CBSI3M C Y€M IPU MOCTAHOBKE JMArHo3a O4aroBOM CKJIEPOACPMHUU OOJIBHOM MOTKEH
ObITb BCECTOPOHHE OOCIENOBaH JUIsl HUCKIIOUEHHUS CHUCTEMHOCTH mHopaxeHus. KomiekcHoe
o0cJieIoBaHUE BKJIIOYAET B CE€OSl KIMHUYECKUN UM OMOXUMHUYECKUN aHaIu3 KPOBHU (HCCIEIOBAHUE
Oenka u OeNkoBBIX (hpakiuii KpoBH, cojepkaHusi C-peakTHBHOTO O€lika M CHAJOBBIX KHCIIOT),
HMMYHOJIOTHYECKOe oOclieioBaHue (OOHApY)KEHHE aHTHUHYKICApPHBIX M  AHTUIIEHTPOMEPHBIX
aHTUTEN), CEPOJIOTUUYECKOE HCCIEAOBAaHUE HAa OOppenno3, aHalli3 MOYU C ONPENEIICHUEM IKCKPELNH
okcunposiiHa, JKI, peHTreHOIOrn4ecKoe UCCIEAOBAHUE JIETKUX, PEHTTEHOCKOIUIO MUIIEBOJA WU
($ubpo330(¢aroracTpoCKONUI0, OCMOTP IIA3HOTO JHA.



Jleuenue
JleTer CaHUPYIOT C UCTIOJIb30BAHMEM BO3PACTHBIX J103.
[Ipu oepanuuennou cxnepooepmuu Ha3HAYAIOTCS MOBTOPHBIE KYypChl MEHUIMUIMHA B COYETAHUU C
aunazoit (onrugazoi) mo 64 EJl B/M exeIHEBHO WM 4epe3 JeHb 10 20 MHBEKIMH, Ba30aKTUBHBIMH
npenaparamMu. Y HEKOTOphIX OonbHbIX 3(dexktuBen nenaruwn (mo 0,25 r oguH pa3 B JICHb).
PekomenayeTcsi  cMas3blBaHME  OYaroB  KOPTUKOCTEPOUJHBIMH  Ma3siMH  (THIPOKOPTHU3OHOBOIA,
PEIHU30JIOHOBOM), COJIKOCEPHJIOM, TEMapUHOBOW, WHIOMETAIMHOBOM Ma3blo, TelieM TPOKCEBa3WHA.
Huytudon (mo 0,1—2 r B AeHb BHYTPh S-IHEBHBIMH ITUKJIAMHU C OJHOAHEBHBIMHU TepephIiBaMH, 4—6
[IUKJIOB Ha Kypc); yHUTHOI (110 5 MI1 5% pacTtBopa 1 pa3 B neHb 5—20 uHbEKIUN Ha KypC.
[Ipu auneiinoii cknepodepmuu Ha3HAYAIOT AHTUMAJISIPUUHBIE Mpenaparhl (Hampumep, Jeaaruii, MiIakBEeHUI
B3pociabiM 1o 0,25 r B cyTku). MMeroTcs [aHHbIE O TIOJOXKHUTEIBHOM JEUCTBUU PAaJOHOBBIX,
CEepOBOJIOPOAHBIX BaHH W JauMekcuaa (B uuctoMm Buae uiad B 30—90% pacTtBope, B TOM YHCIE C
KOpTUKOCTEepOouaamMu, Hanpumep aekcamerazoHoM B 0,05% konuentpanuu). Ha ouarm nenecooOpa3zHo
npuMeHeHue ¢ nomoinplo (Gonodopesa 20% pacTBopa AuAa3bl WM JIOHTHIA3bl, MPOTEOIUTUUECKUX
depmenTOoB. BO3MOXXHO UCIOJIB30BAHUE AUAAMHAMUYECKUX TOKOB, JIOKAJbHON 0apo— M BaKyyMTeparnuH,
TPUIICMHA W XUMOTPUIICMHA (B BHUAEC BHYTPUMBIIICYHBIX HHBEKIUNH WIM BBOAUMBIX C TOMOIIBIO
yIAbBTpa3ByKa), Jyded Ja3epa (TeIUi-HEOHOBOTO WJIM HH(PPAKpACHOTO), 3JIEKTPOMAarHUTHOTO IO
CBEPXBBICOKOW YaCTOTHI B YEPEIOBAHUM C HOJOOPOMHBIMU BaHHAMM, 3JIEKTPO— U oHOPOpe3a pOHUAA3HI,
JUAa3bl, HOJUCTOTO Kajlus, UXTHOJA; allllIMKalMi napaduHa, 030KepuTa, JeueOHbIX rpsa3eil, HadTanaHa.
Jlns momnepskaHusi TeparneBTHUueckoro 3@¢eKkra BaKHO JTUCIAHCEPHOE HAOMIOJEHUE; TMOBTOPHOE
CaHAaTOpHOE JIeYeHUE Ha OAIbHEOJOTHMUECKUX U TPSA3EBBIX KypopTax, Maccax, JieueOHasi TMMHACTHKA;
JIEKapCTBEHHBIE CPEJICTBA, YIYUYIIAIONIUE MUKPOUUPKYJIALMIO, BUTAMUHBI, B COY€TaHUM (TIpH
HEOOXOJMMOCTH) C HAPYKHBIMU CPEJICTBAMHU (IUMEKCHUJ, THAPOKOPTU30HOBAas Ma3b, 3JEKTpodopes ¢
JIU1a3011).
IIporuno3. Ilpu cucTeMHON CKJIEpOAEPMHU MPOTHO3 Yy JAETei Oosiee ONarompusTHBIM, Y€M Y B3POCTBIX.
[IsaTuneTHss BBIKUBAEMOCTh OTMedaeTcs y 95 % nereil.



Sclerodermia circumscripta




130

ta

circumscrip

lm
=
S
@

O
o
o

[
O

7p)




Abb. 101 Diagnose: Zirkumskripte Sklerodermie.
Befund: In der Bauchregion groffldchiger, unregelmafig

begrenzter Herd mit weiBlich glinzender Oberfldche und,

plattenartiger Verhértung der Haut sowie einem schmalen
lividroten Randsaum. Uber den Korper verstreut finden
sich weitere dhnliche Herde. — Klinische und technische
Untersuchungen: Kein Anhalt fiir eine Beteiligung inne-
rer Organe.
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Abb. 102. Diagnose: Progressive Sklerodermie.
Befund: Die Gesichtshaut ist insgesamt straff-glinzend
und zeigt zahlreiche Teleangiektasien. Der Mund ist unter
Ausbildung radidrer Falten verkleinert, die Lippen ver-
schmailert. — Weitere Befunde: Sklerodermatische Haut-
verdnderungen an Handen und Fiilen, nachweisbarer Be-
fall von Osophagus und Lunge. Antinukledre Faktoren
positiv.

Besonderheiten: Klinisch typisch ist die Diskrepanz zwi-
schen chronologischem Alter (62 Jahre) und einer ju-
gendlich-glatten, faltenlosen Haut. — Obwohl gelegentlich
immunpathologische Befunde auftreten, hat sich eine
immunsuppressive Therapie dieser atiologisch immer
noch unklaren Erkrankung nicht bewihrt.
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Abb. 103. Diagnose: Progressive Sklerodermie. Besonderheiten: Vor 5 Jahren auftretende Raynaud-Symptomatik (vgl.
Befund: Die Haut der Finger und des Handriickens zeigt eine zarte Abb. 182) mit allméhlicher Verhdrtung der Haut. Voriibergehende
lividrote Farbe sowie eine teigige Schwellung und Verhirtung. — Wei- Besserung nach thorakaler Sympathektomie.

tere Befunde: Wandstarre des Osophagus, Lungenfibrose.
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bnsweyHaa cknepogepmus
cTagusd oteka
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bnsweyHan cknepoaepmus
cTagusa ynroTHeHus
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bnsweyHaa cknepogepmus
cTagusa ynroTHeHus
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bnsweyHan cknepoaepmus
cTtagusa atpodum
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Cknepoanepmusa oyaroBas
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Cknepoaepmua o4yaroBas




Cknepoanepmusa oyaroBas
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Cknepoanepmusa oyaroBas




Cknepoanepmusa oyaroBas
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Cknepoaepmusa oyaroBas
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IlnHenHan cknepoaepmus «yaap cabnen»
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Menkoo4yaroBas cknepogepmus. bonesHb
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(2] University Erlangen,
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CucrtemHas cknepoaepmus (audpdpysHasa popma)
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CUCTEMHAA CKNEPOOEPMMUA.
CUHOPOM PEMHO.
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CUCTEMHAA CKNEPOOAEPMMUA.
TENEAHITMOJ3KTA3UMN.

154



CREST-cuHOpOM
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CREST-CMHApPOM
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