[ly3bipHblE
NepMaTo3bl

Jlekums K.M.H. MyctadpumHoum I.P.




[ [ly3bipyaTKa }

Ha3BaHne ny3bipyaTKa («nemduryc») Bnepsblie NPpUMEHU
[vnnokpat (460 — 370 rr. H. 3.) Ana o0603HaYeHUA
TAaXeneuwen JIMXOPAJKM, COMpOBOXAMOLLLENCH
NOsIBJIEHMEM Ha KOXe ny3bipen. [lepBoe onucaHue
BY/IbrapHOM  My3blpY4aTKM  NPUMHAANENKMT  LUBEULApLY
Kenury (1681). bonblion BKaJ B u3ydeHMe nemduryca
BHec B. . Hukonbckum (1896).

YaenbHbiM BEC 3TOro 3aboJieBaHMA CpeM BCEX ApPYrux
6onesHen cocrtasnsetr ot 0,7 go 1%, npuvyemM valle
060/1e10T XeHWMHbl B Bo3pacTte oT 35 go 65 netr. Jetu
3aboneBalotr pegko. CeMenHbIM XapaKTep /JAaHHOM
NnaTtoJIorMmn He NOATBEPKAEH.



[ly3bIipYyaTKa

/fepMMH «ny3blp4yaTKa» oOOBLeauHsieT pAaa 3a60neBaHM|N

KOXXM WU CHN3NCTbIX OOONOYEK, XapaKTepu3yrLnxcs
Bbicbinaunem [MY3bIPEW, Ho pasnuyawowmxca no
KNIUHUKEe, nNnaToyiorM4Yeckoun aHaToOMuU, HaNU4YUKl WUNun

orcytctBuito AKAHTOJIMTUYECKUX KIIETOK B Ma3skax-

\QTneanKax. /

/ 3aboneBaHue, KIMMHUYECKU NposBRsioLLeecs \

oOpa3oBaHUEM Ha HeBOCMAaNIeHHOM KOXe U CIIN3UCTbIX
o6onoukax MY3bIPEW, pa3suBatowmxcs B pe3ynbrarte

AKAHTOJIN3A n pacnpocTtpaHsalowmxcs 6e3 agekBaTHOro

\ neYeHnst Ha BeCb KOXHbIN /




[ly3bIpHble 3a60/1€BaHUA
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00yC/10BJ1EHDI
HapyLUEHNAMM

BHYTPU 3NMaepMmca

CBA3EM MeXxXay KJ1eETKaMU
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Cyb3nudepMaJsibHbie
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00YC/I0BJIEHDI
HapyLLUEHNEM
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Knaccndpumkauma nysbipyaToK
H.A. Weknakos (1961r.)

A. UCTUHHaA ny3blipYaTKa (Ny3blpYaTKa C aKaHTOJ/IMTUYECKMM
06pa3oBaHMEM MY3bIPEU:

1) BynbrapHas,

2) BereTmpyoLlas,

3) IMCTOBUAHYIO

4) cebopemnHyo (3pUTEMATO3HYI0), Uan cuHapom CeHup-Aliepa.

b. /lo6poKayYecTBEHHas XPOHMYECKasa ceMeMHadA ny3bipyaTKa [yKepo-
Xennu-Xemnm.

B. HeakaHTO/IMTHMYECKaA (N0XKHAA) ny3blpyaTka — nempuroma:
1) COGCTBEHHO HEaKaHTOJ/IMTUYECKAA My3blpyaTKa
(6ynnesHbit nemduroms Jlesepa);
2) ny3blpYaTKa r/1a3 (CMHEXMa/IbHO-aTPOMPMPYIOLLMI BY11E3HBIN
Aepmatut JlopTa-Kakoba)
3) AoOpoKavyecTBEHHaA HeaKaHTOJIMTUYECKas ny3blpyaTKa
Tonbko COIlP



4 I
STUONOMMA U NaToreHes

. Ny3blpYaTKM )

@ KOHUQ He U3y4eHbl \

e UHPeKuynoHHaa (BMpyCcHas)
TeopmA

 HeunporeHHas Teopus

e DHAOKPMHHAA TeopHS

e ToKcCHM4YecKaa TeopmA

( AyTOMMMYHHaA TeopuA /




" UCTUHHAS (AKAHTOJIMTUYECKAA)
MY3bIPYATKA
. (PEMFIGUS VULGARIS) )

 BcTpevaeTca Hanbornee 4acTo.

e 31O TAXenoe 3aboneBaHne, CyLLLHOCTb KOTOPOro
COCTOMUT B aKaHTONU3e KNeToK ManbnurueBa cros
anuaepmMmmca n cnm3ncTom o60Mo04Ku, YTO NPUBOAUT
K o6pa3oBaHUIO HeBOCNanuUTenbHbIX BHYTPUanuTe-

NINaNIbHbIX UJTU BHYTpUanunaepmMalsibHbIX ny3b|pei/'|.



NCTUHHAA (AKAHTOJIUTUYHECKAA)
[MY3bIPYATKA (PEMFIGUS VULGARIS)




{ MCTUHHAA (AKAHTOJINTUYECKASA) J
NY3bIPYATKA (PEMFIGUS VULGARIS)

KJIMHWYECKHUE ®OPMbI:

- ByJIbrapHas,
- BereTupyolas,

- IMCTOBUAHAA U
- cebopenHasn (3puTemartosHas), UM CUHIPOM

CeHupa-Auwepa.

TEYEHME:

- XpoHU4eckoe,
- NOAOCTpoe,
- OCTpoe (04YeHb pelKo)

XapaKTepu3yeTcsa CTaMMHOCTbIO



®A3bl TEYEHMA
MCTUHHOM NY3bIPYATKM

| c|)a3a — Hava/sibHasA, UM nNpeaLlecTBylollas 060CTPEHMIO - XapaKTepusyeTcs
noasneHnem Ha COIP Nnokann3oBaHHbIX OAMHOYHbIX My3blpEM MAW  3PO3MM,
KoTopble 6bICTPO anuTenmsmpyoTca. CUMNToM HUKONIBCKOro MONOXKUTENbHbIN,
HO MOXET U HE NPOABUTLCA.

Il dha3a - o6ocTpeHne — xapakTepusyeTcs nosBieHMEM Gonee KPYMHbIX
ny3blpen M 60/1e€ MHOXKECTBEHHbIX 3PO3MM, KOTOPblE YAacTO C/IMBAOTCA MEXAY
co6oi. [lopaskeHHble  Yy4yaCTKM  MMET  OBGLIMPHYIO,  HAMOMMHAIOLLYIO
06BapEHHY0, 3PO3UBHYI0 NMOBEPXHOCTb APKO-KPACHOMO LBETA MM C CUHIOLLHBIM
OTTEHKOM, MOKPbITYIO, KaK NpaBm/io, (PUBPMHO3HBIM CEPOBATO-6€/1bIM HAJIETOM.
COIP BOKpYr 3TMX 3p03UM apeaKTUBHaA.

B lll baze — npenmywecteenHol snutenmsaumm - nysbipu He AoCTUraloT
60/IblUMX pa3MepoB, a 3po3nM  ObICTpo  anuTenmsmpytoTca. Obulee
CaMOYYBCTBME OO/NbHbIX Y/YYIIAETCA, M KJIMHUYECKME TPOSBIEHMUS MOryT
MOJIHOCTbIO McYe3HyTb. OJHAKO B JAa/IbHEMIIEM HACTynaeT Yyxy/weHue
KJIMHMYECKOrO TeYyeHua, M dasa NpPEMMYLLECTBEHHOM  3NUTENU3ALMMU
MNoCTEeNneHHO nepexoamT B a3y 060CTpeHuUA.



OBLLAAA CUMMTOMATUKA
MCTUHHOM MY3bIPYATKM

\ J
/>I<ano6b|: A
Ha HapylleHMEe O0OLlero COCTOSIHMS; MECTHO Ha YyBCTBO
KXKEHUA, 60/1b, YCUMBAIOLLMECA MPU MPUEME MULLMU. y
" AHaMHe3: A
MOXKWMJIOM BO3PACT, TOYHO HE YKasblBalOT BpeMs Hayasia
3a060/1€BaHUA. y
/06'beI<TMBHOZ N

NPpM OCMOTPE KOXA MOXKET OblTb HEeM3MEHEHHas,
BO3SMOXXHO MOPa)XEeHWMEe B BUAE KPaCHbIX MOKHYLIMX
3p03MK, ApAGAbIX MNy3blpeM rpyLIEBMAHOM  (DOPMBI.
Q(apaKTepHa 621€HOCTb KOXHbIX NOKPOBOB. Y




) Ha camnsncTon o60n104Ke nosiocTu pTa\

nopaxeHusa npepcraBJieHbl B BUae

TOHKOCTEHHbIX Ny3blpeu (B NOJIOCTH
PTa MX MPAKTMYECKU HUKOrAa He

. YARaerTcs 3apermcTpmMpoBarthb). Y,

4 N

OKpyrKawowaa cam3mncraa 060104Ka
NOJIOCTU pTa - apeaKTUBHaA,
0e3 BocnasimTe/ibHbIX SBJEHUM.

\_ /
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MCTUHHASA NY3bIPYATKA
METO/bl UCCNELJOBAHUS

4

LUuToNnormyeckue - B maskax-otneyatkax O6HapYKMBAOTCA
AKaHTOJ/IMTUYECKME KNIeTKU TuaHKa. BbiaBieHue Knetok TuUaHKa
noaTeBepXaaet AuarHos, OTCYTCTBME - HEe CHMMAeT JMarHos.
HeobxoamMmo npoBeeHUe cepmm LMTONOMMYECKMX UCCIeJ0BAHUM
(0co6eHHO B Hava/ibHOM haze).

[MCTONOrMYECKHMEe - onpegensetca aKkaHTOM3, OTEK,
MCYE3HOBEHME MEXKKIETOYHbIX MOCTUMKOB B HMXHMX PpAaax
LUMMOBATOr0 CJ/1051, BHUTPUINUTENNA/IbHBIE MY3bIPU, OTCYTCTBUE
BOCMaJIEHMA.

CuMnToM Ac60-XaHCEeHa -nonoxutenbHbi (yBeaMYeHue
ny3bipA No nepudepum Npu HagasMBaHUM CBEPXY).

CumMnToM HUKONIBCKOIO - NoNoXKUTENbHDIMN.



BysbrapHada nysbip4yaTKa
. (pemphigus vulgaris) )

@ N

Cpeau pa3HOBMAHOCTEM aKAHTOJIMTUHECKOMU
ny3blpYyaTKM coctaBnsaeT 75%.

Mpu 3Ton dopme nysbipyaTku COIMP
noparkaetca y 60/bLLIMHCTBA 60/IbHbIX U
A0JIroe BpeMsa MOXeT ObiTb e AMHCTBEHHbIM
nposiBJIieHueM 3a60/,1eBaHMUA.

- /




BynbrapHada nysbip4yaTKa
(pemphigus vulgaris)

3a6oneBaHME HAYMHAETCA C MOparKeHUs CJU3MCTOM 060JIOYUKM
pTa, a MMEHHO - 3eBa, YeMy CrnocobCTByeT aHruMHa, rpunm,
yaasieHue M npoTte3mMpoBaHMe 3y60B.

My3bipy BHavane epMHUYHbIEe, MMEKT TOHKYl, ApAabayio
MOKPbIWKY, KOTOpaA 6bICTPO BCKpbiBaeTcd C o6pa3oBaHMEM
60/1e3HEHHbIX APKO-KPAcHbIX 3p03MMU, Mo nepudepun KoTopbixX
BUAHbI OTAE/IbHble 06pbIBKM 6€/10BaTOro 3nuTeImA.

MpyeM nNUWM 3aTPyAHEH MM MOYTM HEBO3MOXKEH BcC/ieAcTBue
pe3kou 60/1e3HEHHOCTM, Ha KpacHOM Kaume ry6 3po3um
NMOKPbIBAOTCA reMopparM4ecKMMMU U CePO3HbIMM KOPKaMM.

Mpyu nopakeHun roptTaHu U r1I0TKU FoJI0C CTaHOBUTCA XPUNJIbIN.
N30 pTa -TAXKe bl THUIOCTHbIM 3anax.

O6uwee cocToaHME 60/IbHbIX OCTAeTCA YAOB/I€TBOPUTEJ/IbHbLIM, Ha
CMEHY perpeccMpoBaHHbIM BbICbIMaHMAM NOAB/IAIOTCA HOBbIE.




JloKanmn3oBaHHbIU NpoLlecc AJMTCA OT HECKOJIbKUX AHEM
Ao 3-6 mecauesB U 6onee, 3ateM B MNpoLeccC BOBJIEKAKTCA
KOXXHbleé MOKPOBbl M HAcTynaeT reHepasmsaumsa npouecca,
KoTopas oT/IM4aeTcH ObICTPbIM pacnpocTpaHeHUuem

BbICbIMaHUM MO BCEMY KOXXHOMY MOKPOBY.

My3bipM MOryT AOCTMraTb KpYMHbIX pa3sMepoB - A0
BeJ/IMYMHbI KYPUHOro Anua u 6osiee, MOryT camBaTbCAa ApYyr C
APYrom, NOKpbIWKa UX apa6bnas, a coaep>kMmoe MyTHoe UIu

rHoMHoe. KpynHble nys3blpy nop TAXeCTbl 3Kccygata MOryT

NPMHMMATDb rpylieBnaHyo ¢dopmy - CUMITOM FPYLIU.




O6LIMpPHbIE 3pO3MM OKaMMJIeHbl O6pbiBKaMM
ANMAepMUCa, MMEIT APKO-KPACHYH0 UJIM CUHIOLWIHO-PO30BYIO

OKPACKY, NMOKPbITbl CEPO3HbIM 3KCCYAaTOM.

[p1 reHepasiM3aumm KOXKHbIX BbiCbIMaHMU OTMeYaeTcs
yxXyaweHue obuwero cocToAsHMA O60/sIbHOro: caabocCTb,
HeaOMoOraHue, noTteps annetmurta, 6eccoHHMUa, MXopaaKa
Ao 38-39 rpapycoB, pamapeda, OTeKMU; npucoeguHAETCA
BTOpMYHaA MHpeKuumsa, pa3BMBaEeTCH KaxeKcums,

MHTOKCUKALUMA, AernapaTtaums.

be3 fieyeHus - netanabHblM UCXOA.




ByaibrapHasa nysblpyaTKa (BbiCbiMaHMA Ha C/IM3UCTOM pTa)
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[InarHoCTUKa
BY/IbrapHOMU Ny3bipYaTKM

JaHHblE KJIMHMYECKOU KapTMHblI, CYyGBEKTUBHO - 60/1b,
XXKeHune, 3y[.

MONIOXMTENIbHbIM CUMNTOM HUKoNbCKOro, Ac6o-XaHceHa

ObHapyXeHMEe aKaHTOJIMTUYECKMX KAeToK TuaHKa -
(M3MEHEHHbIE LUMMOBUAHbBIE KNETKMU C KPYMHbIM S4POM M
Y3KOM MOJIOCKOM LMTOMJIa3Mbl CHHEro LUBEeTa Mo
nepudepmmn 1 CBeT/I0-roslyboro BOKpyr s4pa).

npu ucciaegosaHnMmM BOAHOIO UM COJIEBOIO OOMEHa
OTMEHaEeTCA 3a4epKKa X1opnaa HaTtpuAd

Hanbonee ybeautenbHbIM MOATBEPXKAEHUEM AMarHo3a
ABNAeTCA rMCTOJIOru4yecKoe uccsieanoBaHue,
(06HapyKeHue MHTpasNuaepMaibHOro ny3bips).



UMMyYHoONOrM4yeckme Metoabl:

[Mpamaa peakuna uMMmyHodaopecueHumn (PUOD).
HanpasneHa Ha BbiABieHME oTNoXeHMA IgG B ob6nacTu
MEXK/IETOYHOro BellectBa M 000/I0MEK  KJIETOK

LLIMMOBATONo CJj104 annaepmumca.

Henpamaa PU®. HanpaBneHa Ha oGHapyXKeHue
aHTMTen Tvna IgG K MEeXKNeTo4YHOMY BeLllecTBy

LLIMMOBATONro CJ1oA annaepmMmcCa B CbiIBOPOTKE KPOBMU

©0J1bHOT 0.
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Beretupyiowiaa ny3bipyaTKa

~

J

BcTpeyaeTcs pexe, Yem ByJibrapHas.

[lpolecc MOMKeT HayMHaTbCs CO CAM3MCTOM 0BO0JIOHKMU
MNOJIOCTU pTa B BMAE MOABNAEHMUA APAGJIbIX Ny3blpeN, BbICTPO

npeBpaLLaloLLMXCHA B SPO3MM.

Ha

3pO3UAX  MOABAKOTCA  COCOYKOBble  paHyasauum
pa3MepoMm A0 6—8 MM.

OTpensdemoe  6blBa€T THOMHBIM MM CEPO3HbIM
HEMPUATHBIM 3aMaxoM.

C



4 )

Beretupyiowiaa ny3sbipyaTKa

- J

AHaNIOrMYyHbIE BbICbIMAHMA MOFYT MOABAATLCA Ha KOXKe
TYJIOBMLLIA, B CK/IaJIkaX MaxoBO-reHMTa/IbHOM 061aCTU U
B MOAMbILLIEYHbIX BnaauHax. B 3TMX MecTax CcOCOYKOBbIE
rpaHyauMn, CAMBaAACb, 0O6pa3yoT ONAWKKU C OOMUJIbHBIM
3/IOBOHHbIM OTAENAEMbIM.

TeyeHMe AnuTENbHOE, MHOrAa [0 HECKO/NIbKMX NET;
MoCTENEeHHO yxXyZLaeTcs obLlee COCTOSAHME,
Pa3BMBAETCSA NMPOrpeccUBHas KaxeKcus.

JleTaZibHbIM  MCXOJ  HAcTynaeT OT  Pa3/IMYHbIX
OCJIOXKHEHUM.



Beretunpyiolwlaa ny3bipyaTKa




Beretunpytollaa ny3bipyaTKa
R A




JiuctoBnaHaA nysbipyaTKa

TeyeHne 31oM  Qopmbl  3a6oseBaHMA  bonee
3/I0Ka4YecTBEHHOE, ObICTPO Nporpeccupytollee.

Mysblp Ha KOXe Ty/ioBMULIA NpeBpallaloTcs B
JIMCTOBUJHbIE  KOPKM, HarNoOMMHAOLWME  CJIOEHOE
TecTo.

OHM nNPUKPENNAIOTCA K KOXE Ha OrpaHUYeHHbIX
y4yacTKax M KaK 6bl N1aBaloT B KUAKOCTM.

BbicbinaHuA 6bIBalOT Ha Pa3/IMYHbIX Y4aCTKax — Ha
JIMLe, BOJIOCMCTOM YACTM FOJIOBbI, HA KOXKe TYJIOBMLLA
M KOHEYHOCTAX.



JiuctoBnaHaA nysbipyaTKa

B TaxKenbIX cayydasx 3nuAepMUC OTCamMBaeTca 6e3
obpa3oBaHMA MNy3blpeM B  BMAE  CBOGOJHbBIX
JNOCKYTMKOB.

Maneuwee TpeHue BbI3bIBaET OTCJIOMKY
anMaepMmca.

CuMNTOM HMKONIbCKOrO pe3Ko NOOXKUTENIEH.
Cm3ncTble 060/104KM MopaXkalTCA pejKo.

TeyeHne  TsKenoe, C  peMMCCUAMM,  6e3
KOPTUKOCTEPOMIHOM  TepanuuM  3aKaHYMBaETCH
NeTasnbHo.



JInctoBMaHaA ny3bipvyaTKa










[ly3bipYyaTKa 3pUTEMATO3HAA
(ce6openHan, cmHapom CeHupa-
Alepa)

4

HaunHaeTcs, Kak npaBmio, C NMopaxKeHMs amua, Ui BoJIOCUCTOM
YaCTM TOJI0Bbl C MOC/EAYIOLWMM PacrnpoCcTPaHEHUMEM Ha Tpyab,
MEXKJIONATO4YHY0 061aCTb, KPYMHblE CKAAZKM U ApYr1e YYacTKU
KOXHOro rnokposa. C/M3MCTble 060JIOYKM M KOHBIOHKTMBA a3
nopaxkalTcs pejKo.

[lepBOHa4aIbHO BO3HMKAIOT PO30BO-KpacHblE 6NALLKM
AMAMETPOM 2-5 CM C YEeTKMMM TpaHULAMM, OKPYr/bIMM MU
HenpaBu/IbHbIMXU O4YEpPTAHMAMU. MX MOBEPXHOCTb MOMKET ObiTb
MOKpbITa JIM60 CYXMMMU YellyMKaMM, Ha OOGOPOTHOM CTOPOHE
MAFKME LUUMNUKKU, JIMBO KMPHBIMM KENTOBATO-KOPUYHEBLIMMU
KOPKaMM, MOCJIE OTXOXAEHUSA KOTOPbIX OBHAXKAOTCSH MOKHYLLME
3pOo3UM.



g [ly3bip4yaTKa 3puTEMATO3HAA A

(ce6openHasn, cuHapom CeHupa-
N Awepa) y

KaeTku TuaHKa «+» onpeaenarTcAa.

LleHTpasibHaa 4YacTb 6AsWEK 3anajaeT, a nepudepuyeckas
OKaMMJiIEHa 6aXpOMKOM OTCJIaMBalOLLLErOCS 3NUIEPMMCA.

CrmnToM HMKOIbCKOrO NMONOXKMTENbHBIM, KPAEBOM.

Co BpeMeHeM, 4yepes 2-3 Hegenn van 2-3 roga U 6onee
NOSBNAAKTCA MNy3blpy, KAK M TMpU  BYAbFapHOM MAU
JIMCTOBUMAHOM Ny3blpY4aTKE, YTO MOXKET TnMpMBECTM K
TpaHchopMaLmn ceb60peENHOM My3blpYaTKM B 3T (POPMbI.

O6ocTpeHMe M TpaHchopmaums Ny3blpY4aTKM  MNPOBO-
LUMPYOTCA MHCONSILMEN.
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MHOroopMHas 3KCCyJaTUBHaA 3pMTEMA,
annepruyeckmm neKapCTBEHHbIM CTOMATHT,
oynnesHasa popma KpacHOro njocKoro auuas,
repneTMdopMHbIM AepMaTUT JopuHra,

XPOHUYECKUM peLnanBUPYIOLLMM addTO3HbIM CTOMATHT,
repneTM4YeckmMi CTOMaTUT,

OMOSACbHIBAOLMMA SIMLLAM,

KaHAMAO03,
nanynesHbii cupmnamna,
KpacHas BOJIYaHKa,
6ynne3HbIM nemdburomna,
COCY/MCTO-MY3bIPHbIM CUHPOM,
J06poKavyecTBEHHAA HeaKaHTOIMTUYECKaA ny3bipyaTkaTonbKko COINP



{ NEYEHME |

 OCHOBHble cpeacTBa JiedeHUA My3blpyaTKU -KOPTUMKOCTEPOMAHbIE
npenapartbl: NpeAHU30JI0H, TPUAMUMHOJIOH, AEKCaMeTa30H.

« HaumMHaoT C ypapHbiXx [03  KopTuKocTepomgoB  (50-80 Mmr
npeaHu3osioHa mau 8-10 Mr geKcamMeTa3oHa B CYTKM Ha MPOTAXKEHUMU
10-15 AHEen) U npoaoKaloT, NOKa HE NPEeKpaTMTCA NOABJEHUE HOBbIX
BbICbIMaHMK. [locne 3TOro CYTOYHYK 03y MOCTEMEHHO CHMMKALOT,
JOBOAA A0 MHAMBUAYaNbHOM noaaepxuvBatowen aosbli: 10-15 mr
npeAHMN30/I0Ha UK 1,0-0,5 Mr  gekcamMmeTasoHa. Takyto
NoAAEPKMBAOWYIO A03y 60/1bHOM MPUHMMAET Ha MNPOTAKEHUM
HeonpeAesIeHHOro nepuoja BpEMEHMU.

* aCKopbuHoBada KmMcnota (6osblime Ao3bl )- (40 1-3 © B CYTKM);

* MaHTOTeHaT Kanbuma, BuTamuH B5 - 50 Mr B CyTKH,

* KanbuMAa xnopua — A0 2-3 r B CYTKMU;

* MapaJ/i/ie/ibHO Ha3Ha4alT NaHaHrMH,

* HuctatuH - no 500 000 EAJ 4-5 pa3 B CYyTKM B TeueHune 2Heaenb




[ MecTHOe nevyeHue ]

HanpaBneHo Ha npeaynpexieHne BTOPUYHOM UHOEKLMM,
YMEHbLUEHWE 60N U CTUMYNIALMIO SNUTENIM3aLMM.

1. CaHaumto nocTu pta (B Nepmo pEMMCCUN)

2. PaunoHasnbHoOe npoTte3npoBaHMe AparoueHHbIMU MeTaslJlaMu
MU 6ECLBETHOM NM1IAaCTMACCOM. (B NEPMO] PEMUCCUM)

3. BaHHOYKM M3 aHeCcTeTMKOB nepej MpUEMOM MULLM
(MMpOMEKanH, NUAOKaMH, TPUMEKAWH) Ae3nHpUUUpYoLLIME M
[1€3010PMPYIOLLIME MOJIOCKAaHMA MNOC/Ae MNpUemMa NULKM B BUAE
YacTbIX MOJIOCKAHUM, OPOLLEHUM, annMKaLMM, a3pP030/IS

aHTUCENTMYECKME, AHTUMMKPOOHbIE, MPOTMBOKAHANAO3HbIE,
aHa/bresupywume cpeactsa (X/IOpXMHaNbAMH, CTOMAHIMH,
UMTpab, 3TOHMM, MCKYCCTBEHHbIU JIN30LMM,
MedeHaMMHATHATpUA, JKTEpUUMJ, KJOTPUMA30/, HaTpus
rMApPoKap6oHaT, npenapaTtbl 1€KAaPCTBEHHbIXPACTEHMMN).



4., AnnavkauMm C  KOPTMKOCTEPOUAHbIMKU  MasAaMM
(MpeaHu30/10HOBa, M'MAPOKOPTM30HOBAA) 3-4pa3a B A€Hb
Ha 15-20 MMHYT B YepeaoBaHWM C METUJYPaLU/IOBOM
Masbio

5. AN OYMLLEHMA SPO3MM oT Haneta MNPUMEHSIOT
NPOTEO/IMTUYECKME  (DEPMEHTbI C  AHTMOMOTMKaAMMU
(annanKkauum, asapo30au),

6. nocne  3TOro, C LUE/IBIO  CTUMYIALUNA
JMNUTEIM3AUMU, 3po3mm  obpabaTtbiBaloT(BUHMUIMHOM,
MAaCNAHbIM PacTBOPOM YCHMHATA HAaTpUA C aHECTE3UHOM,
3MyJibcua Tes3aHa, Mac/i0 LWMNOBHUKA, KapOTOJIMH,
aeKos, o06JienMxoBoe Macsio, 0/1a30/1b, MMN030J1b, COK
ajiod, COK KanaHxod, 3MYJIbCMEU CAHFBUPUTPUHA M Ap. B
coYeTaHuH C KOPTMKO-CTEPOULHBbIMU Ma3Aamu
(PTOpOKOPT, aiyuMHap M Ap.) WAM C adP030JibHbIMMU
OpPOLLUEHUAMM pacTBOPAMU KOPTUKOCTEPOUAHbBIX CPEeACTB.
e[leHHble a3p030/M - Ha 15-20 MUHYT



*KonnareHosbl:

KpacHaA BOJIYaHKa,
CKepoaepMuUsa



*NMNAH NEKUUU

*JTHonaToreHes KpacHoM BonyaHkM (KB)
*Knaccudukaumsa KpacHOM BONYaHKM

*KamHnueckmne hopMbl XPOHMYECKOM KOXHOM
KPAaCHOM BOJTYaHKM

* lnarHoctnyeckue deHomeHbl KB

* leyeHne u npodmnakTmka KB
*3THMonaToreHes CKAeposepMMH
*Knaccudumkaumsa cknepoaepmmm

*KAuHUKa 02paHuyYeHHbIX opm CKaepodepmuu
*KAMHWKa CUCMEMHOM CKIepoAepMUm

*flequme U NbobnunakTUKa CKaeboaiedMuin



*KpacHas BonyaHKa

KpacHas BonvaHKa (lupus erythematodes) - rpynna
3a60/1EBAaHMMN COEAUHUTENIbBHOM TKaHM, UMEIOLLMX
ayTOMMMYHHbIM NaToreHes, noparkarLmMx NPeEUMYLLLECTBEHHO
OTKPbITble Y4aCTKMU KOXM M BHYTPEHHUE OPraHbl.



B natoreHese KpacHOM BOJIYAHKM BEAYLLYIO POJib
UrpaeT obpasoBaHUE LUUPKYIUPYIOLLUX aHTUTEN K
Lie/IbHOMY A4pPY M €ro KOMNOHEHTaM,
(dopMUpoBaHHE LUMPKYIUPYHOLLUMX UMMYHHbIX
KomnaeKkcoB (UNK), koTopblie, oTKNaAabiBasChb Ha
6a3aibHOM MeM6paHe BbI3bIBAlOT €€
noBpeXaeHne C pa3BUTUEM BOCMANEHUA.
Haannumem aHTUTEN UMTOTOKCMYECKOTO AEUCTBUS
K (POPMEHHbBIM 3/1EMEHTAaM KPOBM Y 60JIbHbIX
KPacHOM BOJIYAHKOW 0ObACHAETCA CyLEeCTBOBAHUE
deHomeHa LE. Pa3Butuio 601€3HM CNOCOOCTBYIOT
NoBbILEHME BbIpaboTKU 3cTporeHos, YOO,
XPOHMYECKME BaKTepUasibHble MHDEKLNM,
JEUCTBME HEKOTOPbIX MEAUKAMEHTOB.



*Knaccudukauyma
KpaCcHOM BOJIYaHKMU

BblaensoT NpeEUMYLLLECTBEHHO KOXKHbIE U CUCTEMHYIO (POPMbI
KpacHOM Bon4YaHKM. Cpean KoxXHbIX (hopM BblAENAIOT:

*  MCKOMAHYIO

*  AMCCEeMMHMPOBaHHYIO

*  MOBEPXHOCTHYIO (LLEeHTPOGEXKHYIO S3pUTEMY)

* rny6okyio



*Knaccudukauyma

CUCTEMHOU KpacHOM
Bos14aHKU (CKB)

*OcTpas
*MNMogocTpas

*XpoHMYecKas



* IMCKOMAHaA KpacHas
BOJIYaHKa

[ToparkaloTca NpeuMyLLECTBEHHO KOXKa JiMua: HOC, CKYJI0Bble
YacTU LWEK (Teno 1 Kpblsibsd 6ab0YKU), YLIHbIE PaKOBUHDI,
BOJIOCMCTAA YaCTb FOJIOBbI, rAe MOAB/IAETCA dpUTEMA C YETKUMM
rpaHMUaMM, CHavasa oTevyHas, 3aTeM UHPUNbLTPUPOBaAHHAA, C
JIETKUM JIMBUAHBIM OTTEHKOM. LIeHTp 3pnuTeMaTO3HO-
MHPUNbTPATMBHbIX O1ALLEK LWENYLIMUTCA.



* InarHocTMYeckme beHoMeHbI Npu

IUCKOMIHOM KPAaCHOM BOJIYAHKE

YaaneHue yelyek 3aTpyAHEHO M3-3a
PONNMKYNAPHOro rmnepKkepatosa (Ha 0bpaTHOM CTOPOHE
yelwyek MMetoTCA WKMMNUKKU - CUMATOM AAMCKOrro
KabJsiyKa) 1 conpoBoXXgaeTcsa 060/1e3HEHHOCTbIO (CMMITOM
beHbe-Mellepckoro). B nepudepmyeckon 3oHe GASLLKU
MOrYT ObITb BblpaXeHbl Te/IeaHrMO3KTa3nU U AUCXPOMUMU
(aenurMeHTaumMmn u nurMmenTaummn). Nocne paspelleHuUs
BOCMa/sieHUs B ovare (oopMmpyeTca pyouoBasa aTpodpmA.

B cayyae nokasnmsaymMm o4aroB Ha KoXKe YLUHbIX
PAKOBUH B rMNepKepaToTUYECKU M3MEHEHHbIX YCTbAX
MONINMKYNOB KOHUEHTPUPYIOTCA TOYEYHbIE KaMeAOoHblI,
BHELLHE HanoMMHarLwmMe noBepxHOCTb HanepcTKa
(cumnToMm [.X.XavaTypAaHa).



[laTOrHOMOHUYHbIMU CMMIITOMaMM
IUCKOUAHOU KPAaCHOMU BOJIYAHKM
ABNAIOTCA:

* UHubMpamusHas s3pumema
*onnuKynapHbIli 2unepKkepamos

*py6yosaa ampodus.









* IMckomaHasA KpacHas
BOJIYaHKa




[c]) University Erlangen;-
Department of Dermatology”
Phone: (+49) 9131 85 2727




fc) University Erlangen,
Department of Dermatology
Phone: (+49) 9131- 85 - 2727




[e] University Erlangen,
Department af Demmatology







* /lucceMuHUpo8aHHas
KpacHAs 80J/14aHKA

TaK e, KakK U AUCKoMaHasA,
XapaKTepU3yeTcsa 3pMTEMOMU,
MHPUbTPaUMeEN, DONNUKYNAPHBIM
rMnepkeparosom M atpodpumen. Ovarm
pacrnosaratTca He TOJIbKO Ha IMLE, HO U Ha
rpyau, cnmie. Kpome toro, ana 3tom popmbl
XapaKTEPHO Ha/IMYME CHUHIOLIHO-KPACHbIX
NATEH 6€3 YEeTKMX 0YeEPTaHUM HEMPABUIIbHOM
(POpMbl, MOXOXKMX HA O4aru 03HOBJIEHUM,
JIOKA/I3YOLWMXCA HA J1a[JOHHOU NMOBEPXHOCTU
NnaabLeB KMCTEU, M B 061aCTU CTOM.



[c] Uliversity Erlangen,
Department of Dermatology
Phone: [+439)9131- 85 - 2727




*TNMoBepXxHOCTHaA
KpacHas BOJIYaHKa

Peakon popMoUn KOXKHOM KPAaCcHOW BOJTYAHKM
ABNAETCA NOBEPXHOCMHAA KpacHasa 80/14YaHKA
(ueHmpoberxHaa s3pumema buemma). OHa
XapaKTepusyeTca nosB/JeHMEM Ha Koxe mua
OrpaHUYE€HHON, OTEYHOM, PACMPOCTPAHAOLLENCS
LLlEHTPOOEXKHO 3pUTEMbBI PO30BO-KPACHOIro C
CUHIOLLIHbIM OTTEHKOM LIBETA, HE
COMPOBOXAAIOLLENCH CYOBEKTUBHBIMMU
owyLeHnaMU. PoNMKYNAPHBIM KEpaTo3 U
pybLoBas aTpodPma OTCYTCTBYIOT.



LleHTpoOeXHaAa spuTemMa

-
c) University Erlangen,
Department of Dermatology




* LleHTpo6eXXHasA apuTema
bueTtTa




eHTpoOeXXHaa spUuTemMa
neTTa




*T'ny6okaa ¢opMa KpacCHOM

Bo/1YaHKM Kanowu-UpraHra
(nronyc-naHHUKYIUT)

BcTpeyaeTca AOCTAaTOMHO peAKo, NposBASETCS 06pa3oBaHUEM
OJHOr0-ABYX MJIOTHbIX, NMOABMMKHbIX NOAKOMXKHbIX Y3/10B, MaJio
BbICTYMALLMX HAJ OKPYrKaloLen Koxken. BoamoxkHble
NOKanu3aumm: nuuo, aroamubl, 6eapa. Koxka Haj y3namu
rnajKas, BULHEBO-KPACHOro LBETA MJIM HOPMaJibHOM OKPaCKM.



*T'ny6okaa ¢opma Kanowumu-
UpraHra




*T'ny6okasa dopMa
Kanowun-MpraHra




*T'ny6okasa dopMa
Kanowun-MpraHra




*CucTemMHas KpacHas
BOJIYaHKa

/lna CUCTEMHOM KPAaCcHOM BOJIYAHKM XapaKTepHa
IMXopajKa, KOXHble BbICbINAaHUA, apTpasibruu,
apTPUTbl, MHTEPCTULMAJIbHAA MHEBMOHUA,
NNEBPUTHI, NEPUKAPAMTDI, KapAUTbl, CUHPOM
PeunHo, HerpOI'IaTMFI (BONYAHOYHBIM HEPPUT),
Ncuxo3, AMMdageHonaTmMsa, aHeMUA, JIEUKOMNEHUA,
Tp0M6ou,MToneHMﬂ, FMI‘IepFaMMaFII6yIIMHeMMFI,
o6HapyxeHne aytoaHTmnTen K AHK. BarkHoe, XoTS
M HE NAaTOrHOMOHWYHOE 3HAYEeHME B AMArHOCTUKE
CKB, nmeet obHapyxeHMne B KpoBU, KOCTHOM
Mo3re LE-KneToK - Bo/1HaHOYHbIX K/JIETOK.



*CucTeMHasa KpacHas
BOJIYaHKa

-

[c]Un
Department o
Phone: (+49) 9131



*CUcTeMHas KpacHas
BO/IYaHKa




*CucTeMHaa KpacHas
BO/IYaHKa




*CucTeMHasa KpacHas

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




*CucTeMHas KpacHasA BOJIYaHKa




*CucTeMHaa KpacHas
BOJIYaHKa




*CucTeMHas KpacHas
BOJIYaHKa




*CucTeMHas KpacHas
BOJIYaHKa




*LE-cbeHOMeEH

O6pa3yeTca 61arogapa NpUCYTCTBMIO B CbIBOPOTKE
60/1bHbIX CUCTEMHOWM KPaCHOM BOJIYAHKOM 0CO6Oro
daKTopa ramMma-ri06y/IMHOBOM NPUPOAbl, MO BAUAHMEM
KOTOPOro fzpa KIETOK KPOBM HabyxatoT 1 NpeBpaLyatoTes
B aMOpPMHY0 Maccy. J/IM3MpoBaHHbIM SAEPHbIM MaTeEpPHa
CTAHOBUTCA YYy>KepPoAHbIM U ddarouMTUpyeTCH
nenkouuTamm. Npm MMKPOCKOMMYECKOM MCCNe0BaHUM
Ma3Ka KpoBu LE-kneTKa npeactaBsisieT cobou 3pesibin
MNOJIMHYKA€apHbIM HEUMTpPOodUA, dparounTMpoBaBLLMM OAHO
MU HECKOJIbKO FOMOr€HHbIX BUAOU3IMEHEHHbIX A4€PHbIX

TeJ, UMEIOLWMX OKpYrayo popmy, po30BaTo-pr1oNETOBbIN
LiBET.



3aHMMaA NOYTU BCIO KNETKY, (paroymMTMpoBaHHOE
AZlEPHOE TEJI0 OTTECHAET COOCTBEHHOE AP0
HeuTpodmna K nepudepmn. Takasa KneTKa
BbIr1AAUT B 1,5-2 pa3a KpynHee 00bI4HOro
HeuTpodmna. B Ma3Kax, MOMMMO TUMUYHbIX
BOJ/IYAaHOYHbIX KJIETOK MOXXHO BUAETb «(PEHOMEH
PO3ETKU> - HEUTPOMMIbI, KOJIbLIOM OKpYXatoLLme
q7epHoe Teno. JTO NMPOMEKYTOYHbIX 3Tar
obpasoBaHuA LE-kneTok. Kosmyectso LE- KneTok
noacuymtbiBatoT Ha 1000 nemkounToB. Y 60/bHbIX
CKB MoxeT onpeaenatbca ot 10-90% LE-KneToK.
MaTepurasioM Ans nccnenoBaHUA CAYKUT MA3oK,
NPUroTOBJ/IEHHbIX MO CneLuabHOM MeTOAUKE 13
BEHO3HOM KPOBM GOJIbHOFO M OKPALLEHHbIN MO
PomMaHoBCKOMY-I MM3e.




*CKknepoaepmma



*Cknepoaepmua

[loNMCMHAPOMHOE 3abo/ieBaHME,
NposBASOLWEEeCa NPOrpecCcUpyoLLMM CKIEPO30OM
KOXM, BHYTPEHHUX OpraHoB, COCYANCTOM
NnaToJIormemn.

B ocHoBe 3a601€eBaHUA NIEXMT NoparkKeHue
CO€IMHMTENbHOU TKAHU C NpeobsiajlaHMEM
(pubpo3a U cocyamcrtasa naTtonormsa no Tmny
06UTEPUPYIOLLEN MUKPOAHTMOMNATUM.



*Knaccudumkaums
CKJiepoepMM1M

OrpaHu4YeHHble (KOXHble) CucTeMHble opMbl
bopmb! * AKpOoCKiepoTHUecKas
“BasiweyHas (CREST-CcHMHApPOM)
* InHenHas * Nucbcpy3Han
*Menkooyarosas (MporpeccupyioLmm

CMCTEMHbIN CK/1IEpPO3)



*KnuHuKa

B pasBuUTMM OrpaHMYEHHOM CKIEPOAEPMMM PA3IMYAIOT TPU
cTagmu:

* OTek

* YnnoTHeHue

* ATpodus



*BndweYHas
CKNAepoaepMMa CTaams




“BRdweYHas
CKAepoaepMMa CTaams




*BRdweYHas

CKaepoepMHUa cTagmua
nﬂOTHeHMﬂ




*BAsdweYHas

CKnepoaepMua ctaams
aTopoun




“*Bngawe4yHas

(e rsity Erlangen;
Department of Dermatalogy
43] 9131- 85 - 2727




* JIMHeMHaa cknepoaepMmA
«yzap cabnen»




“MenKooyaroBas

CKnepogepmma. bonesHb
«0OesIbIX NATEeH»

@ DOIA

(] University Erlangen,
D
P

Ini
artment of Dermalology
ne: (+49) 9131- 85 - 2727

ep
ho




*Mesikooyarosas

cknepoaepmuma. bonesHb
«0esiblX NATEeH>»

g
"

(2] University Erlangen,
Department of Derm
one: (+49] 9131- 85 - 2727



*CucTeMHasa cknepoaepMma
(A dy3HasA popma)

.




* AKpocKsiepomuyecKas

dopmbiazabonesaHua (CREST-
CUHOPOM)

*C - KaNbLUMHO3 MAMKMX TKaHeM
*R - PeliHo-CMHAPOM

*E - 330daronarus

*S - CKNepoAaKTUAMA

*T - MHOXXeCTBEHHbIE Te€JIEaHIMO3KTa3nUN



* CUCTEMHASA CKNEPOAEPMMA.
CUHAPOM PEMHO.




* CUCTEMHASA CKJIEPOZEPMMA.
TENEAHTMO3KTA3UMN.




*CREST-cMHApOM

DOIA

sity Erlangen,
of Dermatology




*CREST-cMHApPOM




*CREST-cMHApPOM

[c) University Erlangen,
Department of Dermatology




*CREST-cMHApOM

(c] Universitit Eflanaen,
Department of Biematology




*CREST-cMHApOM

-
[c) University Erdangen.
Department of Dematology




*leyeHue orpaHUYEHHbIX hopM
CK/iepoaepMmm

beH3nnneHnMumnnnH sBHyTpmmbiieyHo no 500 000 E/ 4

pa3a B AeHb A0 20 - 30 MnH EA Ha Kypc. OT 3 ao /
KYpPCOB C MHTepBa/sioM 6-12 Hepenb.

[apannenbHo NEHUUMANIMHY HAa3HAYaeTca npasa

NOAKOXHO U/ BHYTPUMbILLEYHO no 64 E/l exxeaHeBHO,
Ha Kypc 15-20 nHbeKkuun. MNposoaAaT 3 - 5 1 6onee
KYpPCOB C MHTepBa/siaMM 3-4 MecAua

Ba3oaKTUBHblE BellecTBa (TEOHUMKOJ1, KCAHTUHO1A
HMKOTUHAT, HO-LIMa, aHAEKA/IMH M1 Ap.)

ButamuHebl: A, E, B, C, PP, KapHnTtrHa xnopua

YHUTMON BHYTPUMbILLEYHO (NP1 MENIKOOYAroBOM
CK/iepoaepMumn).



*

*

* leyeHMe CUCTEMHOM
CKJiepoaepMUM

[MeHnumnnamMmH, HasHavyaeTca o 1 r B CYTKM B TedeHue 6-12

MecsAueB, C nocaeayrwmMM CHMXKEHNEM A03bl A0 250 Mr B CYTKMU;
AJIMTENIbHOCTb JieyeHus - 2-5 ner.

[ IOKOKOPTMKOCTEPOU bl U UMMYHOZEMNPECCAHTbl MPUMEHAIOTCSA MNPy
OCTPOM M NOAOCTPOM TEYEHMU CUCTEMHOM CKnepoaepMmn. CpeaHsas
A03a npeaHusosioHa ot 20 go 40 Mr B igHb, C NOCTENEHHbIM
CHM)KEHMEM [103bl [10 NOAAEPKUBALOLLEN (HE MEHEE 2-3 MecALEB),
MeTaTpeKcara - no 10-7,5 Mr B Hegeto. bosibHbIM OrpaHU4YeHHbIMMU
dopmamm CKﬂepOﬂ,epMMM Ha3Ha4aTb r/IlOKOKOPTMKOCTEPOU DI
HeueiecoobpasHo.

AMMHOXMHOJIMHOBbIE NpenapaTbl (genarmnn rno 250 Mr, n1akBeHU Mo
400 Mr B fieHb) NPUMEHAIOTCA NPU XPOHMYECKOM TEYEHMM
CUCTEMHOU CKIEpOAEPMUM.

[na3madepes u remocopbLms.

Hu3KoMoneKkynspHble AeKCTPaHbl: MOJIMIIOKUH, PEONOJIUIIIOKUH,
remofles, PeoMaKpoJeKC BBOAMTCA BHYTpuBEHHO no 400 ma 1
pa3 B 3-4 AHA, HA KypC 6-7 BAMBaHMM.



“MecTHoe fleyeHue
CKiepoaepMMM

Ma3b MageKkaccon
Conkocepun
TpokceBasunH
[[enapoug

[ enapunHoBas
byTagmMoHoBas
AKTOBErMHoBasa Masu

/INMEKcH ¢ JeKCaMeTa3oHOM



