Ondbdy3Hble 6onesHun
coeaAVNHUTEerNIbHOU TKaHW




—rpynna 3aboneBaHum,
XapaKTepu3yrLnXcs
BocnanutTenbHoO-AereHepaTUBHbIM
nopaxeHWeM pasnnyHbIX TUMNOB

coeANHUTEeNbHOWU TKaHMW.



® MHpEeKLUNOHHbIN paKTOp
(XpoHMn4Yeckaa BUpycHas
nHdekunsa, nepegaBaeMom
TpaHCMJIaLueHTaApHO OT MaTepm
neTsaMm).

® HacsieaACTBEeHHas

npeapacnosiodXeHHOCTb,
NOJINT€HHO-

MYbTU(PaKTOPMASIbHbIN TUT
HacnepoBaHUA.



AyTOMMMYHHbIe 3abosieBaHMNs1 - NaToJ/iornyeckume
COCTOSIHUS, NPU KOTOPbIX HApyLlaeTcsa perynsayuns

dU3nonornyeckmnx ayTouMMyHHbIX MNpoLeccoB,
Pa3BMBAlOTCH KJIeTOUYHbIE U F'YMOpalJibHble UMMYHHbIE
peakunmn npoTuB KOMMOHEHTOB COHBCTBEHHbIX TKAHEWN.

BaxHeWwasa Yyepta n3bbiTouHoe o6bpa3oBaHue
ayTOaHTMUTEe/N.

[0 cneyn@UUYHOCTN ayTOaHTUTENT aYyTOMMMYHHbIE
6os1e3HM noapa3aendoTcs Ha
opraHocneuunduyeckme m
opraHoHecneuuduueckue.

OpraHcneumnduuyeckme - opraHHoe rnopaxxeHue,
ayTOaHTUTENa K KOMMNOHEHTAM OTAeNIbHbIX OpraHoB

(HanpuMep, K yuTonaasMe KJNEeTok Haano4Ye4yHMKOB
npu 6onesaHn AANCCOHA).

OpraHHecneuyngpunueckme - CUCTEMHbIN
naTtosiormyeckn npouecc, ayrtoaHtutena Kk AHK mnnwu
APpYyrMMm aaepHbIM KOMMOHEHTaM, UMEKLWNMCSA B
KNneTKax pa3/inyHoun n0|<anm3au,mm.




Oco6eHHOCTM BOocnaJiIeHns:
® CUCTEMHbIN XapaKTep,

e CaMonoaaep>xXmBarwieecH

XPOHUNYECKOE, NporpeccmpyoLlee
TEeYeHne;

e coOnpoBoXaaeTca popMUpPOBaHUEM
rpaHy/ieMaTo3HOM TKaHt—pybHoB—




-

XapakTtepu3syercsa reHepasim30BaHHbIM
nopa>kxeHneM MUKPOLMPKYNATOPHOFO——
pycna v CUCTEMHOMW Ae30opraHusaumven
COoeAVHUTENIbHON TKAHM C KOXXHbIMMU,
CYCTaBHbIMM U BUCLIEpPaJibHbIMM
CUHAPOMaMM.

Oco6eHHOCTb HO30J10IrMm

BbIpa>keHHbIW NoIMMOpPU3M
KJIMHUYECKON KapTUHbI, 06yCNOB/IEHHbIN
KpaHe LWMPOKMUM CNEeKTPOM
ayToaHTuTen,

AOKa3aHHaA poJib B 3TUONATOreHe3se
ropMmoHasibHOro amcbanaHca
(rmnepacrTrporeHeMUm "
rmnoaHaporeHeMumn)




e KoXHbih cuHApPOM (97% ).

AVNCKougHoOE nopaXeHne KOXWU - CTPOro ouyepyeHHble,
KonbLueBUAHbIe 3pUTEMATO3HbIE NATHA C 3JIEMEeHTaMU
aTpodun, WenyueHns, TeneaHrmoaKkTasusmMu.

«baboyka»- XpoHUYECKUN ANCKOUAHbBIA UIN OCTPbIN
aepMmaTtuT B 061aCTN KpblJIb€B HOCA U CKY/I.

Jlronyc-XeuauT - nopaxeHune KpacHoOW KanMmbl ryb
BO3MOXHbl anoneunsa, KpanmeHuua.

CuHApPOM MaHUdecTnpyeT nocne npebbiBaHUS Ha
cosiHue vnun npoeeaeHnda YOO (poToUHYBCTBUTESIbHOCTDb)

e CyctraBHOU cmHaApoM (80%).

MHOXXeCTBEHHOE U NMPENMYLLECTBEHHO CUMMETPUYHOE
NoOpa)>KeHmne CyCTaBoB B OCHOBHOM MPOKCUMalbHbIX
MeXdanaHuroBbix, NACTHO-(aNaHroBblX, KOAEHHbIX U
rOJIEHOCTOMHbIX. |

He popMUpyroTCsa CTOUMKNE AePOPMaLn M KOHTPAKTYyphbI.
XapaKTepHbl MUTPUPYIOLWLNN XapaKTep, nety4yecTtb 6osen

U 6bICTpOe ncyesHoBeHuMe rnocsie Ha4ydasia JiedeHun4d
KOpTUKOCTEPONAAMUN N LUTOCTATUKAMMN.




e MbiweyHbIin cuHapoM ( 50%

60/1bHbIX), XapaKTepulyercs
MUaNrMaMm v NOJIMMMNO3INTOM
CUMMETPUYHbIX Fpynn MbiLL
KOHEeYHOCTeMN.

¢ NMopa)keHne cepo3HbiX obonouek.
Hanbonee yacto AMAarHOCTUPYIOTCS
dOUNOPMHO3HbIE NMEepUKapAUT U NMAEBPUT.

JepMaTnrt, apTpnT-n-ceposnT
COCTaBJISIIOT KJ1aCCUYECKYIO
KJIMHNYECKYIO Tpuagy BOJTYaHKM.



NMNopaxeHue cepaua. MMokKapauUT BCTpeYyaeTCs B
100% cny4daeB, naHkapauTt - B 46%. CTHHbIH——
aTunnyHbln 6opoaaByaTbin SHAOKapauT JiInbmaHa - Cakca
OTHOCUTENbHO peako y 13% 60/1bHbIX AETEWN.

NMopaxeHue nerkux. [NpeobnaaatoT Mano- u
6eccMMNTOMHbIE BapuaHTbl IerO4YHO-MJIEBPAJSIbHOIO
cuHApoMa (BACKYJIUT U CKJIep03 COCYAOB JIerkux,
NMHTEepCTUUManbHas NHEBMOHUSA, NHEBMOMUOPO3).

NMopa>xeHune nouvek (70% peten c CKB). Jlronyc
HedpUT NPoABNAETCS HEPPUTUNYECKUM, HEPPOTUYECKUM
CUHAPOMaMKn, MOXKET NPUBECTUN K Pa3BUTUIO NOYEYHOW
HeAOCTaTOMHOCTMU.

NMopa>xeHne HepBHOMU cucreMbl (6onee yem y 50%)
NPOABNASAETCH ron /
HapYyLWEHNSAMMN, CYAOPOXKHbIM CUHAPOMOM. BO3MOXHO
Pa3BUTME NHCYNIbTA, NOPaXXeHMe CAMHHOIro Mo3ra u
yepernHbIX HEpPBOB.




a) lemonntnyeckasa aHemus c
PETUKYITOLMTO30M.

6) JlenkoneHunsa ( meHee 4 Ha 10" 9 /n ) npwu
OBYX 1 boriee onpegeneHunsx.

B) llumdoneHuna (meHee 1,5 Ha 10 29/n) npw

[BYX U Bonee mecreaoBaHits
r) TpombouutoneHusa (meHee 100 Ha 10 A9 /n),
He CBsA3aHHas C NPUeMoM NeKapcTB.



a) AHTuTena K HatusHoun [1HK B noBbILLEHHbIX

TUTpaXx.

6) Hannuue aHTUTEN K SM-aHTUreHyY.

B) Hannuue aHTUdPochonmnuaHbIX aHTUTEN:

~-MNOBbILWEHHbIN TUTP aHTUTEN K KapanonunuHy(
IgM Ig G);

-BbifiBJ/IEHME BOJIYMAaHOYHOIroO aHTUKOAryssHTa
CTaHAApPTHbIM METOoAOM;

-JIOXXHOMOJNI0XKUTENIbHAA peakums Ha cudumnnc B
TeyeHue 6 MmecsueB No peakuum
MnMMobGumnunsaumm nnm B Tecte abcopbuunm
hnroopecuMpyroiMX aHTUTPENMOHEMHbIX

adHTUTEIJ.

CaMbin cneynpundHbIi MMMYHOJIOrMYECKUU
MapKep — aHTUHYKJ/IeapHble aHTUTE/1a.




CucrtemHas KpacHaf Bon4aHka
L .cumnTom «b6abouka»




CucteMHas KpacHasa Bon4yaHkKa
. CUMMNTOM «0aboyka»




CucrtemMHas KpacHasa Bon4yaHka
IPNTEMATO3HbIE BbICbIlNaHUA




CucrtemHan KpacHas BonvyaHka
(\ NonNyc-XeunuT
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CuctemHas KpacHasi Bon4yaHka
\ KanUnnapuT nagoHemn




CucTteMHas KpacHas Bon4aHka
oyaroBasd anoneyus




CucrtemHas KpacHas Bon4aHka
rnopaxeHme CrIN3NCTbIX 000so4eK




CucrtemMHas KpacHasa Bon4yaHka
aHTndochonunuaHsbin CUHAPOM (TPOMOO03)

MMTAABHbIE HEKPO3bI Y BOABHOM C OCTPbLIM Puc. 6.2. Hekposbl MsIrkix TKaHem NaAbLER CTOMN

\DC, y OOABHOM C OCTPbIM TeyeHnem ADC.,




NMporpeccupyioulee

noJiMcCMHApoMHoe 3aboneBaHue,
conpoBoXaarLyjeecs
XapaKTepHbIMU UBMEHEHUAMM
KO>XH, Ba30CNacTU4eCKuMm
peakuunamu (cuHapoMmoMm PenHo),
ncesgoapTpuTaMm, BO3MOXKHbIM

pa3BnUTNEM KalblLiMHATOB U

BUCLIEPUTOB.



e CoegNMHNTE/IbHOTKAHHbIA KOMIOHEHT
npeacrtaB/ieH pacCTpPONCTBOM MeTabo/1n3Ma

COeaNHUTENIbHOWN TKaHWU C U3ObITOYHbIM
KosilareHo- n mnbposoobpasoBaHueEM.
CuHTe3npyeMblin abHopMasbHbIN KOnareH
OTK/1aAbIBAETCSH B KOXE, CTPOME BHYTPEHHUX
OpraHoB.

e CocyanCTbi KOMIOHEHT npeacTaB/ieH
HapylleHneM MUKPOLUUPKYISALUNN B pe3yfibTaTe
reHepasin3oBaHHOro BocnasaeHns saHaoTenmns
MenKux,/cocynos. NoBpexaeHHbIN 3HAOTENNN

ceKpeTupyeT Maccy ApohitbposHbsx—

BAa30aKTMBHbIX BELLECTB, MPUBOASALLNX K
dnbpo3y MHTUMbI COCYNOB, CY>XEHUID UX
npoceeTa BMJ0Tb A0 MOJIHON OKKJ/1HO3UW.



- 959% perten.
YUepeaoBsaHue a3 spuUTeMbl, OTEKaA,

MHAaypauuu, ¢pnbposa n Tpocpnueckux
HapymeHMu Ko>ka cTaHOBUTCSH NJIOTHOM,
HaTAHYTOU, bnecTAwlen, CNassHHOMU C
noasiexxawmmMm TKaHAMM.

Anddy3Hoe noparkeHne KoXKu BCTpevaerTcs
v aeten peako (2%).
Yaule mmeeT MecTo IMMUTUPOBaHHaA popmMma

Cl c nopa>XxeHUeM KOXU KUCTEN U Nnua,
M3BEeCTHas Kak CREST-CMH,quM .

CREST-cnHAPOM: NOAKOXHDbIN KaNlbLIMHO3,
¢beHOMeH PenHOo, HapylueHne MOTOPUKMH

NULLEBOAA, CKIEPOAAKTUIINIO U

TENMIEaAHIMNO3KTa3UMN.

TesreaHrmos3KTa3numu — Ba>kKHbIU 3J1IEMEHT
KOX)KHOro cuHapomMa npuv CA.




2.CnHapom PenHo B 55% cnyvaes.
FpeacraBngdetr napokCcu3aMasibHOE HapyLlleHune

apTepuanbHOro KpoBoCHabXeHnsa OTAETBHBIX
Yy4acTKOB Tefla W BHYTPEHHUX OpPraHoB.
Knaccnyecknn PenHO nporeKkaer B TpU
¢a3bi: Ba3ocnasM (nobesieHne Nopa)KeHHOro
y4yacTKa, BEHO3HbIN CTa3éLll/IaH03),
peakTnBHas rmnepemMunst (ConpoBOXAAeTCH
60neBbIM CMHOPOMOM).

[lpn nepmngpepmnyeckomM BapnaHrte
CMHApPOMa Nopa)atoTcs nasblibl, HOC, rybsbl,
A3blK W T.A4. FTeHepain3oBaHHbIA BapNaHT

XapaKTeEpPN3yeTCS BUCLEPATEHOM
nokannsauunen HapyweHun (noebllleHne A,
BHE3arnHasa noreps 3peHund) u T.A4.



3.CycTaBHOM CMHAPOM - nNceBAoapTpUT co crmbaresibHbIMMU
KOHTpPaKTypaMM, BCJIeACTBMU NEPBUYHO-CKJIEPOTUYECKOIro
NMOpa>xeHUs NepuapTUKyISapHbIX TKaHen 6e3 NsMeHeHUn
CYCTaBHOIO XpSflia, HO C ocTeonnsoMm (camoamnyraunuen)

HOITEeBbIX (panaHr.

- Topa>xxeHue nNnueBapuTeNbHOIro TpakTa - Haunbonee
4acCTo BCTpeYaeTca nopaxeHune nuuwesoaa (M9P - ancdarus,
ANCKOM@OPT 3a rpyAnHON).

e [Mopa)xeHue cepaua MNposBASETCA HAPYLUEHUAMN CEPAEYUHOIO
pUTMa U NPOBOAMMOCTU U3-3a HPOPMUPOBAHNS
KPYMHOO4YaroBoro Kapamockiieposa.

e MN3MeHeHMA B NNIerkux rnporekarT C MUHUMabHOWU
KIIMHNYECKON KapTUHOU M BbIABIAIOTCS Yalle Ha
PEHTIEHOBCKUX CHUMKaxX B BUAe YCUIEHNSA Nero4HoOro pucyHka,
obLero «MyTHOro»| oHa.

e Mopa>xeHne HepBHOW CUCTEMbI MNPOSBASAETCS

aCTeHOHEBPOTUYECKUM CMHAOPOMOM, peXXe NoJIMHEBPUTUHECKUM

e [lopa>xeHue nNoyek y geren 06bIYHO MMHUMAJTbHbI U
XapaKTepu3ylTCs U3MEHEHMAMM MOYEBOrO 0CafKa,
TEeHAEHLUMEN K TMMOU30CTEHYPUMN.



e Cneyununyecknx j1aboparopHbix
MapkeposB IOC/[l no pyTUHHbLIM MeTo4aM
obcnenoBaHma Het. OTHOCUTENBHO

cneynduUYHbIMMU NPpU3HAKaMM MOXHO
cyuTaTb: rmnepnpotemHemunto (bonee 85 r/n)
B 6/X KpOBU, NMOBbIWEHHbIN YPOBEHb
okcunposnunHa u Al B Mmoue.

o Crieynunyeckmum MUMMYHOJIOMMYECKUN MapKep
— aHTULEHTPOMEPHbIE aHTuTesna (SclL-70,
PM-ScL).

e /I3 MHCTpYMEHTaNbHbIX METO40B
AOMONTHUTENbHYI0 MHMOPMaLMIo AaeT

KalNMUJindapoCKOMMA HOTTEBOT O JTOKa

(06Hapy>XMBalOT XapaKTepHble NU3MEHEeHUS
Kanunnsapos).



B nevyeHmnun ncnonb3yroTcs NpoTuBopeEBMATUYECKNE
npenapartbl, C y4ETOM ABYX OOMNOAHUTERbHbIX
KOMMOHEHTOB NaToreHe3a B cxemy gobaBnsitoTCA:
1)aHnmucpubpo3Hbie npenapambi (KYyNpeHUn —
MHOIoO NoboYHbIX 3PIEKTOB, BO3pPaCTHbIE
orpaHnyeHmnsi, 0oCceHTaH (Tpaknup) — aHTaroHUCT
peLenTopoB dHAOTENMHA-1 — MOLLHOE
NpPoOTBOPMOPO3HOE AENUCTBUE, C 3-X JET).

2) cocyducmeblie npenapamasi - BazoannaraTopsl

(AHTAroHUCTbI KanbLms FRyRTbHHACEeAHAHE,———

aesarperanbl (TpeHTan, KypaHTum), npenaparbl
HUKOTUHOBOW KNCIMOTHI.




IOBeHUNbHaA cknepoaepmus
[lopaxkeHue Kncrteun




IOBeHUNbHaA cknepoaepmus
CuHpgpom PenHo




IOBeHMNbHaA cknepoaepmua
CuHapom PenHo

ewiin A

APOM PelHO (NoBeAeHme KOHYMKOB MOAbLLEBR

Puc. 9.6. CuHapoM PeiiHo (noBeAeHue KOHYMKOB NOAbLLEB,
MSTOK).




IOBeHUNbHasA cknepopepmus
- lNopaxeHus kncTen, nanbLeB pyk
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IOBeHUNbHaA cknepopepmus
[TopaxkeHna Kncteun, nanbLeB pykK




OvyaroBas ckneponepmMus




IOBeHMNbHaA cknepoae
TeneaHrnakrasum




‘e TaA)Kenoe nporpeccupyroiyee

CUcteMHoe 3abosieBaHMe MbillL,
KO>HbIX MOKPOBOB U COCyAOB
MUKPOLIMPKYJISTOPHOIo pycna c
MeHee OTYEeT/IMBbIM Nopa>KeHuem
BHYTPEHHUX OpraHoB.

e Oco6eHHOCTb HO30J1I0MMUn —
peAKOCTb BUCLUEepPUTOB Mo
cpasHeHuto c aopyrumu ABCT.
BO/ILLUMHCTBO BUCLIEpUTOB
BTOPUYHbI NO OTHOLUEHMIO K
nopa>xeHuro MblillL.



1.KO>XHbIK CUHAPOM — NOCTOSAHHbIA CUMMTOM
6onesHu.

depMaTUT B BUAE «TM0BOU» 3pUTEMbI Ha Nnue,
lee, obnactu gekosbTe, pa3rnbaTenbHbIX
NOBEPXHOCTAX KOHEYHOCTEMN.

[laTOrHOMUYHbLI AEPMATOMUO3UTHbIE <OYKUN>» -
nepnopbutasibHblie OTEK N 3pUTEMA.

CunHapoM NoTpoHa - nMJ1oCKne apnuTeMaTo3Hble
Lenyulalinecs BbICbiNaHNA Haa MeXdanaHroBbiMK U
NACTHOMAa/IaHrOBbIMN CYCTaBaMn KUCTEN PYK,
OCTaBNSAOT AeNUIrMEHTUPOBAHHbIE anocbmquKme
pyobumnku.

XapaKTepeH Ans KOXHOro cmHapoma
Bblpa>X€HHbIN COCYAUCTbIN KOMMOHEHT.
[lpencraBfieH KanuaasaputaMmmn nagoHen, cer4aTbIM
nMBeao Ha rpyau, crnmHe, B NoAMblLLUEeYHbIX
BnaanHax, TesieaHrmoaKTasnsaMm Ha BepxXHUX BeKax
n B 06/1aCTU HOITEBOIO J10Xa.



2.MuonaTnyecKkMm CMHAPOM — Bejyllee
KNnHn4yeckoe npogasneHune M, ceBd3aH C pa3BUTUEM

TAXKENOro HEKPOTU3UPYIOLLLENO MUO3UTA.

XapakTepHO CUMMETpPUYHOEe Nnopa>keHune
NMPOKCUMAJIbHbIX MbILUYHbIX rpynnm.

[Topa>keHHble MbILLLbl OTE€YHbI, YMJIOTHEHbI,
60n1e3HEHHbI NPU Nanbhaunn.

TunnyHa nporpeccupyrowjasi Mbille4dyHas
cs1abocThb BMNJOTb A0 NMOJHOW 006e34BUNXEHHOCTM
60/1bHOro. BONbHON NPUHUMAET BbIHYXXAEHHYIO MO3Y
Ha 60Ky, HE MOXET OTOpBaTb rOJIOBY OT MNOAYLUKMK,
CaMOCTOATENbHO MOBEPHYTbLCH UIN CECTb.
[TopakeHue AbiXaTeNbHbIX N MOTOYHbIX MbILLLL
NpoSABASAETCA HAapYLWEHNAMU AbIXaHUSA C pa3BUTUEM
rMNoCcTaTUYeCKUX MNHEBMOHUN, ABJIEHUSMU
an3apTpun, AMcPoHun, amcdarmn,



. 3.KanbuMHO3 MbllliL ABASETCS

ocobeHHocCTblO KOIM, BCTpeyaeTca y AeTen B
35% cny4daeB. JIokanmaytoTca KaJibUMUHATbI B
TOJILLE MOPa)XeHHbIX MbILL, B 30HaX
MUKPOTpPaBMaTU3aLMmM HaA JTIOKTEBbIMU U
KOJIEHHbIMW CyCTaBaMMn, Ha crmbaTesibHbIX
NOBEPXHOCTAX NasbLEB U aroguuax.

e BucuepuTbl BCTPpeYyaloTCa pexe, 4eM npu
apyrnx/ AbCT, Ho anga OAM xapakTepHO
4acCToe pa3BUTUNE BACKY/JIUTOB 1 TPOMO0O30B C
nopaxeHune XKKT, BnsoTb A0 nepdopaumnu
KULIEeYHMKaA.



| [ToBbiweHne ypoBHA KOK un /unn anbaonasbl B

CbIBOPOTKE KpOBW.
o [loBbilieHne yposHeun AJIT, ACT.
o OAK MoXxeT bbITb B HOpME

o /IMMYHO/IOTMYECKUN MapKep — aHTUTes1a K
ructuana T-PHK-cuHTeTase
(MuosnuTcreynpunyeckme aHTUTeNa)

e /I3 MHCTpYMEHTAJIbHbIX METOA0B
AOMNOJSIHUTENbHYIO MHPOpMauuto agaet Ml
(BbIABMSIOTCA TUMNYHbIE MUOIMEHHbIE
M3MeHeHns).

e [Ipn 6noncnu MbiWL onpeanensdoTCs
MopdoJiorm4yeckme naMeHeHud,
COOTBETCTBYlOLME BOCNANMUTENIbBHOMY MUO3UTY



IOBEHWUJIbHbIX OEPMATOMUO3UT

ennoTtponHas

CbiMb C OTEKOM
napaop6uTanLHon
obnacTu |
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[c] University Erlangen.
Department of Dermatology
Phone: (+49] 9131- 85 - 2727




IOBEHWJIbHbIX OAEPMATOMUO3UT

[ennoTponHas CbiNb C OTEKOM MapaopbutarnbHon obrnacTu




IOBeHUNbHbLIM AepPMaTOMNO3UT
Jdputema B Buge “oekonbre’




FOBEHUNbHLIU 4EPMAaTOMUO3UT
3pI/ITeMaTO3HbIe, Lenyuwalmecd BbiCbiNaHNA Hal KOJIEHHbIMUA
cycTaBamMu

€ Clemegue Ourmatologigue - CHU NANTES



FOBEeHUNbHLIU 4EPMAaTOMUOIUT
3pI/ITeMaT03HbIe, Lenyuwalmnecd BbiCbiNaHNA Hal KOJIEHHbIMUA
cycTaBamMu
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FOBEeHUNbHLIU 4EPMAaTOMUOIUT
3pI/ITeMaTO3HbIe, Lenyuauunecd BbiCbiNMaHNA Hal JIOKTEBbIMU
cycTaBamMu




IOBeHUNbHLIN OEepPMaTOMUO3UT
3pI/ITeMaTO3HbIe, Lenyuwauinecsd BblCbinaHUA Hag MEJIKUMU CyCTaBaMM
kKncren (cumntom FoTpoHa)

T
[e) University Erlanaen,
Department of Dermatology
Fhone: [+49) 9131- 85 - 2727




FOBeHUIbHLIN epMaTOMNO3UT
(MOAKOXHbIN KanbLWUHO3)
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FOBeHMNbHLIM AepPMaTOMUNO3UT
(MbllWeYyHaaA cnadbocTb)




