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ONPEAOEJNIEHUE

MNMemdumrong oo bLeanHAET HECKONMBbKO BUOOB
ayTOMMMYHHbIX AepMaTo30B, NPU KOTOPbIX NoTeps
aare3vuv mexay anngepmMmcomMm n oepMou BIrieYeT 3a
coboun obpaszoBaHMe ny3bipemn.

«MemcburonaHbIny — «NOAOOHLIU ByNbrapHou
ny3blpyaTKe», ayToaHTUTeNna obpasyrTrcsa K
CTPYKTYPHbIM Oenkam gepmo-annaepmanbHOro
coegUHeHWA, Ny3bIpy Npn neMpPuUronaHbIx
Aepmarosax Bcerga cyoanurenuarnbHble, YTO
NPUHUMNUArIbHO OTNNYaeT UX OT Ny3bipen npu
ny3bip4yartke.



KNACCUPUKALINA

K nemduronaHoun rpynne ayToOMMMYHHbIX
OynnesHbIX AepmMaTo30B OTHOCATCS
leCcTb 3aboneBaHUMN!

repneTndopmMHbIN aepmaTtut OOpuHra
oynne3Hbin nemdurova P

pyouyowmnn nemdpurona *f '
nemdurons 6epemMeHHbIX |
NIVHenHbIN IgA aepmMmaTos

npnoopeTeHHbIN OynNnNe3HbIN
anuaepmMmonus
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1 — MNy3bipyaTka
2 — [ |pOCTOW OYNNE3nbiv ANMAEPMOTTAS |
3 — Bynne3Hbint nemdurona
4 — epnec 6epeMeHHbIX
5 — IgA-nuHenHbIn aepMaTur
6 — Py6uyrowmin nemdcpurona
~7 — | eHepaln30BaHHbIN AT POPNIECKNNA JODPOKAYECTBEHHDIA GyNNesHbin anuaepMonu3
8 — JleTanbHbI NOrPaHUYHbIN 6yNNe3HbIv anuagepmMonna Xepnurya
9 — [ucTpoduryecknin 6ynnesuHblin annaepmMmonus

10 — MNpuobpeTeHHbIN ByNNe3HbIN 3NnaepMonns BOLOGNIA et al

., 2003




FTEPNETU®OPMHbLIN OEPMATUT OIOPUHTA

3aboneBaHne xapakTepnsyeTca XPOHUYECKUM peLnanBmUpyroLWLnMmM Te4eHuem
CO CMEHOW peumamBoB Nnepmogamm MeankamMeHTO3HbIX UK COHTaHHbIX MOMHbIX
PEMUCCUN NPOLAOITKUTENBHOCTBIO OT HECKONBLKUX HeAEeNb 40 HECKOMbKUX NET.
CnoHTaHHble pemuccnmn Bo3MoXHbl Y 10—25% 60r5bHbIX.

XapaKTepeH I10]1I/IMOp(*)M3M, rpynnmpoBka " CUMMeTpnU4HOCTb BbICbIMaHUW.

BbiCbinaHnsa NOKanuayTcs NPENMYLLECTBEHHO Ha pa3rnbaTesibHbIX
NOBEPXHOCTAX KOHEYHOCTEW, BOJIOCUCTOM YAacTU rofioBbl, Nrievax, KofieHsX,
NOKTAX, KpecTue, Aroaguuax, ConpoBoXaarTcsl 3yaoM.

Cbinb NpegcTaerieHa nATHaMn, BONAbLIPAMU, nanyraMv 1 ny3bipsamMun
pa3riuyHOU BeNn4YunHbI (T.e. nonumopdHa).

[Ty3blpn HanpAXeHHble, C NIOTHON NMOKPbILKOW, HanoJIHEHHbIe NPO3PavYHbIM
WM MyTHbIM, MHOI4a reMmopparm4ecKkum coaepXxumMmbiM, oopasyroTcsl Ha
rmnepeMmpoBaHHOM OT€YHOM OCHOoBaHUN. [1y3blpn BCKpbIBalOTCHA, 06pasys
3pO3UN, KOTOPble OLICTPO INUTENTU3NPYIOTCA, OCTABMAA FrMNepnUrMeHTauuio.

MHorga nopaxeHme KoXu HOCUT FTIOKarin3oBaHHbLIU XapakTep.
[TopaxkeHne cnnu3ncTom ob6onoYKkM NONoCcTn pTa HabrnwgaeTcs peako.
Ob6Lee cocTosiHME DOSMbHBIX YOOBMETBOPUTENIbHOE.

POPMbI: bynne3Hasn; repneconoaobHasn; TpuxoduronaHas;cTtpocynesHas




FTEPMETU®OPMHbIN OEPMATUT OIOPUHIA
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CTPO®YJIESHAA POPMA
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KPAMMUBHULIA?







KPAINMUBHULIA?




FTEPMETU®OMHBIA OEPMATO3 OIOPUHTA!




HEKOXHbIE NMPOABJIEHUA NMPU I'OA4: LEJTIMAKUA

CMnTOMBI, CBSAiI3aHHbIEe C HapyLleHneM paboTbl Xernyao4Ho-
KULLEeYHOro TpakTa: Anaped 40 6 pa3 B CYyTKU, KOTOPYK YacTO CMEHSIOT
3anopbl, MHOIO KanoBbIX MaccC C BKITIOYEHUAMW HEMEPEBAPEHHOW eapbl,
METEOPU3M, ypUYaHUe B XXnBOTe, 6onn B obrnacTtu nynka
CXBaTKOOOpPA3HOro xapakrepa, HauymMHalLWnecs 1 npoxogsiime cnycr4
HECKOJIbKO YacoB Nnocne efbl, TOLWHOTa N PBOTHbLIE NO3bIBbI, B PeOKUX
Crny4dasix KUWeYyHoe KpoBOTEYEHME).

CMnTOMBbI HapylweHus abcopoumm nuwm (NoTepa Macchbl Tena,
006e3BOXNBaHUE: CYXOCTb KOXW U CITIN3UCTbIX, PaHHUE MOPLUMHBI,
ObICTpasd yTOMNIAEMOCTb, OLLYLLEHNE «BATHbLIX» MbILLL,, aHEMUS,
yXyfAlleHne cocTosiHus 3y0oB, HOITen 1 BONOC, N3-3a HedocTaTka
BuTamMmnHa D- crnabocTb, HEPBO3HOCTb, YXYyALLUEHNE

3peHuns, 6onn B KOCTSX, HapyLLUEHME CHA)

AyTOI/IMMyHHbIe nposBJIieHUA. oonu B MbILlLLaxX N CyCTaBax

i A

S~



OUATHOCTUYECKUMX ANFTOPUTM NPU roa
(Antiga, 2015)
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HEMHBA3NBHAA
ANATHOCTUKA

A

Pucynok 1 — IHcromormdeckoe HCCIemoBaHHE: HHTPASIHIACPMAIBHBLT

~ -~ z ’5. - B -
ITV3BIPE. BH.IIHI:I KIETKH OMHIIOBATOI0 CI0id, 0a3aldIbHOI'0 CJI0dA. XapaKTepPHBIH 2
Pucynok 2 a, 6 — a) xomrureke Vivascope 1500 (Lucid Inc. Rochester NY.

CHMIITOM «MOTHIIBHEIX IUTHT» («tomb stones»). T i Gt Windhen Gormmns s D eyeriapo ity s

Pucynok 2 —KondokansHas MHKPOCKONHA| HHTpa MHAePMAIBHEIA My3EIph  Kon$oxamuoro mukpockona Vivascope 1300.

¢ DOIBIIHM KOTHIECTBOM AKAHTOIHTHISCKHX KIETOK B MOIOCTH IIV3BIPA.

Pucynok 3 — CpapHeHHe NpPHHIHIIOB IOIVYEHHA H300pAKEHHH MpH
THCTOJIOTHYECKOM HCCIEJOBAHHH H € TIOMOINBI KOH(OKATEHOIO J1a3epHOrO

CKaHHPVIOIIET 0 MHKPOCKOIIa

Pucynok 3 — Ilpavas PU®: ¢mxcamma IgG B  MexxneTousoH

CKJICHBAIOIICH cy6crammn KJIE€TOK IIHITOBATOIo CJ104.

Pucynok 4 — | VisTpaseykoBoe JepMacKaHHPOBAHHE: | CHIDKEHHE

ﬁK}"CTH‘IECKOﬁ ILTIOTHOCTH J€pMBI H 3SIIHIACPMHCA, OICVICTIBHE HeOOoIIBIIOro

Pucynok 1 — Dermascan C Ver.3 («Cortex Technology». Harms)

YHacTKa 3IHICPpMHECA.
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FTEPNETU®OPMHbLIA OEPMATUT OIOPUHTA

BbISABMSAKTCA rpaHynsipHble OoTnoXeHus |[gA Ha BepLUMHaX COCOYKOB AepMbl,
pexe —saonb bM

: N o o e
[y3bipb: dbopmanmH KpaeBas 3oHa: pacteop Muwens
Puc. 1. lepneTndopmHbin AepmaTuT [lopuHra: @ — ructonorn4eckoe uccnefoBaHne (Okpacka reMaTokCUMIIMHOM

1 303uHOM. x100). DopmMupoBaHne B COCOYKaxX AepMbl MUKPOAOCLIECCOB N3 HEUTPOUIIOB N 303UHOCUNOB,
a TaKxe cybanuaepmanbHbix wenen; 6 — HPU® (x200). [leno3uTsl IgA BbIABAAOTCA B BUAE IPaHy 3eJIEHOr0
CBEYEHMA, NTOKANN3YIOLWMXCA NPEeMMYLLECTBEHHO B COCOYKAX [epMbl, ANHNYHbIE TPAHYSIbl BbIABMATCSA BAOMb

[1epMO-3MnepManbHON rpaHuLbl

AnbbaHosa B.W.,Hedpenosa M.A. BecTHuk gepm.u BeH. 2017;(3):10-20.



CUCTEMHAA TEPAINUA (PP,2015)

. besrmrorenoBas auera (A-I)

e Jlamcon  50-200 wmr/cytku  (C-III) wm  Cyaspacanasun  1-2  r/cytkn /
Cynedameroxkcnnupuaasut 0,25-1,5 r/cytkn / Cynshanupuans 1,5-6 r/cytru(C-1V)

. I'KC nmnus Hapy:XKHOro IPHMEHEHHS BBICOKOH HIM O4Ye€Hb BBICOKOH moreHmuun (C-IV)

(I[OHOJ'IHHTGHBHO 1o HOKEBEIHPLEM)

« pancoH (C) 1 Mr Ha Kr macchbl Tena nepopansHO B CYTKN B Te4YeHne
1—2 neT (40 HacTynfeHNa CTOMKOro apdoekTa 6e3rnoTeHOBON ANETDI)

« PekomeHayemasi JO3MPOBKa JarncoHa y AeTel - 2 Mr Ha Kr Macchl Tena
B CYTKU

« cynbdacana3uH (C) nepoparnbHo B 03e 1-2 1 B CYTKWN.

* [pumeyaHue. B MHCTPYKUMN NO MEOULIMHCKOMY NPUMEHEHUIO CcyrnbdacanasnHa
aepMatuT repneTudOpPMHbIN He BKINKOYEH B NoKasaHUA K NPUMEHEeHUIo npenapara.

OcHoBy Tepanuu cocTtaBngaeT 6e3rnoTeHoBas AneTa, NpuBoasLLas K paspeLleHunto
KOXXHOro npouecca, YCTpaHeHMIO SHTeponaTnmn, NCHE3HOBEHUIO IgA-aHTUTEN K rMnaguHy,
SHOOMU3MNIO U TKaHeBOW TpaHcrnioTamuHase (C).

rMoKo3a-6-pocdaT-aerngporeHasa, PeTUKYNoLUTbl, Ne4eHOYHbIe NPobb



BYNNE3HbIN NEM®Urona ;

I'Iopa>|<eH|/|e KOXHW JTOKalfin3aoBaHHoOe 1N reHepasin3oBaHHoOe.

Nokanusauusa BbiCcbINaHUW HA KOHEYHOCTSX, KMBOTE, B MNaxoBO-
GenpeHHbIX cKknagkax, Ha BHyTPEHHeN NoOBEPXHOCTU beaep.

NMonnmopdpunam anemeHTOB: Havyano 3aboneBaHUs ¢ NOSIBNEHNSA
3pUTEeMaTO3HbIX, Nanyne3HbIX U/nnm ypTukaponogooHbIX
BbICbINaHU, CONPOBOXAAIOLLNXCA 3yAOM. OTU BbICbINAHUA MOTYT
CyLLeCTBOBaTb B TEYEHNE HECKOSIbKNX MECALLEB, MOCNE Yero NosiBNATCS
ny3bIpU C HANPAXeHHOW, NSIOTHOW NMOKPbILKOWU, OKPYrNou nnu
oBasribHOW OOPMbI, CEPO3HbLIM UMK CEPO3HO-reMopparnyecknm
coaepxumbiM. Ha mecTte ny3sbipein ob6pasytoTcs apo3um BLICTPO
ANUTESNTU3NPYHOTCS, HE CKITOHHbI K Nepugepnyeckomy pocrTy.

OTMeYvaeTcs codYeTaHme C NIIOCKMM nuaemM (NeMAOUronaHbIv NII0CKNN
nuwan), akaHTONMMTUYECKOM NY3bIpYaTKON, MCOPUa3oM.

MoxeT pa3peluaTbCsi CaMOCTOATENbLHO, B cpeaHeM Yyepes 15 mecsues.

[Mpn HasHayeHun nedeHna cucteMHbimm KC y 50% OornbHbIX HacTynaet
KITMHNYecKasi peMuccus B TedeHune 2,5-6 net ¢ otpuuatenbHbIMU
pesyneratamu [MMNO n HAD.

CTeneHb TAXeCTb:

feakuu  — npu noseneHum 10 unu meHee nysbipen B CYTKH,
msikesbiu - npyn noasneHnn 6onee 10 ny3bipen B CYTKM Ha NPOTSHKEHNN
3-x AHewn noapsa.




BYNNE3HbIU
NMEMePUIrona

hMip:liwww . dermis net
University Erlangen

; sity Erlangen,
trent of Dermatology
Phone: [+43) 9131-88- 2727

Cumntom Hukonbckoro Bo Bcex moaucpukaumuax orpmuartenbHbin. Cumntom Leknakosa (+++):
yOaéTca Nony4mTb OKPYryto OTCIIONKY anuaepmMmnca Ha 1-2 cm); cumntom Acboe-XaHceHa (+++)




Department of Dermatal - - J it .
Phone: [+49) 9131- B85 : s nt of Dermatology
; i 49) 9131- 85 - 272




OAUWATHOCTUKA BYINE3HOIO NEM®UTOUNOA

N3y4yeHne KNMHUYEeCKON KapTUHBI;
MUKPOCKOMNSI COOEPXKMMOTO Ny3blpen (303|/|Hocpunvm)

aHanu3 kpoBu (4o 10% 303nHOGUNNOB);
rmcronornyeckoe uccrnepoBaHue,

MA® (nonck nkcMpoBaHHbIX ayToaHTUTEN); K
ceporiormyeckume uccrieqoBaHus — I/IMMyHO6J'IOTTl/IHI'
NDA*, ELISA (NOUCK LMPKYNUPYIOLWMX ayToOaHTUTEN);

UccnepoBaHue CritoHbI

MaTtepuan UccnepoBaHue CbIBOPOTKM KPOBU

AHTUTENna K

L'|yBCTBI/ITe.I'IbHOCTb

CneunduryHoCcTb

L‘|yBCTBI/ITeJ'IbHOCTI:

CneundunyHoCTb

BP 180

88%

96%

56.2%

98%

BP 230

48%

96%

14.6%

100%

MOCKOJIbKY Y NOXWJIbIX MALUNEHTOB MOXET ObITb CBSA3b CO

3NoKa4yecTBEHHbIMU 3ab0NeBaHNUAMUN, B 3TOMU rpynne

NPOBOAATCH CKPMHUHIOBbIE TECTbI (OHKOMapKepbl).

*TecT-cuctembl EuroimmunliF;




BYNNE3HbIXN NEM®Urona

npu BI, pyouyrowem nemduronae n nemduronae 6epeMeHHbIX — NIMHENHbIE
) aeno3utbl IgG n C3 Boons BM

| a ‘-Ol';‘_'. ',. [
[y3bipb: popmanvH KpaeBas 3oHa: pacTBop MuLuens

Puc. 2. bynnesHbil nemuron: a — rucTonornyeckoe nccnefoBaHne (OKpacka reMaTokKCUIMHOM 1 303uHoM. x100).
CybanugepmanbHo hopmupyetca KpynHasa wenb. B BocnanutenbHoM uHdunbTpaTe 00MbLIOE KONMNYECTBO
903UMHO(UNbHBIX rpaHynounToB; 6 — HPU® (x600). [eno3nTsl IgG BbIABNAKOTCA B BUAE NINHWN 3€/1EHOM0
CBE4YeHNs BAOJb [epMO-3nuaepmansHoN rpaHnupl. Ha npeficTaBneHHoM (DOTO MOXKHO PasfinyuTb N-naTTepHbl
B CTPYKType nuHun ceevenmns; B — HPU® (x600), metog SSS. [leno3utsl IgG B BuAE NMHUM 3€NEHOT0 CBEYe-
HUSA BbISBNAOTCA B NOKPbILWKE (B 3NUAEPMANbHON YacTi) apTudmunanbHo CCPOPMUPOBAHHOTO pacLuensieHns

AnbbaHoBa B.U.,Hepenosa M.A. BecTHuk gepm.u BeH. 2017;(3):10-20.



Ceponorus.

XapaKkTepHCTHKA MOJIEKYIAPHOTO CNEKTpa ayTOaHTHTEN 3a00IeBaHHH
TPYIIBl AKAHTOTHTHYECKOH My3bIpYAaTKH, OyIIe3HOTO MeM(HIoHAa, IepneTH(POPMHOIro
nepMato3a J[fopHETa

A}’THHHTHTEJH K

Hozonormueckas gopma AbJI

Bynerapras

(BereTupyromas)
My3BIPYATEA

JIucTOBHIHASA
My3bIp9aTKa

[Tapareonnactu-
yecKa
My36IPUATKA

bynnesnsId
neMOHTOHT

['epneTn-
hopMHBIH
IepMaTo3
JropHAETa

IecMOTIEHHY 3
(12G)

_|_

IecMOITIeHHY |
(gG)

BP 180 (I2G)

BP 230 (I:G)

saBoILIakuny (IgG)

TKAHSBOH

TPAHCTITOTAMH-
Haze (IzA)

Ie3aMHHHpO-
BAHHBIM IIENTHAAM
raaguHa ([gA)




AHTUTENA K aHTUM
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NEYEHUE BYNNE3HOIO NEM®UTOUNAOA (PP,2015)

bynne3Hbin nemcpurona nerkon cterneHn TAXKeCTn:

MecTtHo: monu4eckue MKC (knobetasona gunponuoHat 0.05%) 1 pas B CyTku ¢
NocTeNneHHbIM CHKEHNEM KONMYEeCTBa npenapaTta nocne AoCTUXEHUST KITMHNUYECKOro
adppekTa ( cnycta 15 gHen)

[Mpun oTcyTcTBMM adhdbekTa OT Tepanun B TedeHne 1-3 Hepgenb: rnpedHu30s10H 0.5 mr/kr
MaccCbl Terna B CyTKM nepoparnbHO C rnocnegyrowmm cHmxkeHnem osbl 'KC nocrne
OOCTMXEHUS KNnHn4eckoro adpdekra

OnntenbHoCTb Tepanun 4-12 mecsaues.
Bynne3Hbin nemdurona TSHXKeNon CTeneHm TAXeCTH:

MecTtHo: monu4eckue 'KC (knobetasona gunponuoHat 0.05%) 1 pa3 B CyTku ¢
NOCTENEHHbIM CHKEHNEM KONMYEeCTBa npenapaTta nocne AOCTUXEHUS! KITMHUYECKOro
adppekTa ( cnycta 15 gHen)

lMpedHu3osoH 0.5 — 0.75 Mr/kr maccbl Tena B CyTKM nepoparbHO C nocneayowmm
CHmXeHnem o3bl [[KC nocne goctumxeHnsa KnuHunyeckoro adodekta ao
nogaepxusatownn 0.1 mr/kr/cytkun. Ipn HaNUYUK KIMMHUYECKON PEMUCCUN B TEYEHME
3-6 MecdaueB NMEYEHNN MOXKHO OTMEHUTD.

MecCTHO: OONONMHUTENBHO NPOBOAMTCA 06paboTKa KPYMHbIX NMy3blpen U 3pO3nNNA:
[My3blpn eckpbigearom rpPOoOKosIoM U OpeHuUpyrom, ocmaeue NnoKpbIWKY

ObpaboTka 3po3uin pacTBOpamMm aHTUCENTUKOB (XNTOPrekcnanH, MMPamMmmncTuH),
aHUNMHOBLIX KpacuTternen (bpMnnnMaHTOBbIN 3eNEHbIN)

denepanbHble KNUHUYECKNE pekomeHgauun, 2015 .




TEPAINUA BYTIJNIE3HOIO NEM®UTOUAA, EBPOIA

'KC ans HapyXHOro npumMeHeHus 4 knacca Ha
nopaxeHHyIo KOXy 2 pa3a B CyTku (A-1¥)
(kno6eTaszoHa nponuoHarta 40 r/cytku)!!!

C OpOLUEeHNEeM aHTUCEeNTUKaMU (XIopreKkcuauHa p-p)
unu

FKC pns cucteMHOro npMMeHeHUs1 B CTapTOBOM
pose 0.5-1 mr/kr/cyTkn npegHU30noHa B Buge
MoOHoTepanuu (4epe3 2 Heaenu — 2 Mr/kr) > 4
mec. unu B coveTtaHum ¢ NKC gna HapyxHoro
npumeHeHus 4 knacca 2 pa3sa B cyTku (A-l) unun

MukodeHonaTta mocheTun 2
r/cyTkn unu mukocpeHomnakoBas
kucnota 1440 r/cyT (C-1II)

unu

FKC pnsa cncremMHOro npumeHeHUA B CTapTOBOM
po3e 0,3 Mr/kr/cyTkn no npeaHU3onoHy (nméo
3KBMBaneHTHble Ao3bl apyrux NKC) B Buae
MOHOTepanum

wnu

AHTUOMOTUKMU C
NPOTMBOBOBOCNANUTENbHLIMM CBOUCTBaMN B
BUAe MOHOTepanuu Unu B COMeTaHuun ¢
HUKoTMHamuaom 0.5-2.5 r/cyTkun AnuTenbHO
(C-1V) nnn

LUunknodochamug 2
mr/kr/cyTku per os (C-I1V)
unu

AHTUONOTUKM C NPOTUBOBOBOCNANUTENbHbIMU

CBOMCTBaMu1 B BUAe MOHOTEpanuu unm B coYeTaHumn

¢ NKC ansa Hapy>KHOro npMMeHeHuA 4 Kknacca Ha

nopaxeHHyr KoXy 2 pa3a B cyTku (C-1V):

1. TeTpauuknuHbl (AOKCULUKNUH 200 Mr/cyTkn
MWUHOLMKIUH 100Mr/cyTKN)

2. Makponuabl (3pUTPOMULMH 1-2 r/cyTKn) unun

Oancox 100 mr/cyT (C-I)
nnm

BHyTpuBEHHbIN
MMMYHOrnooynuH 2 r/kr/cyTku
5 cyTOK, LiIMKN NOBTOPUTb
Kaxpable 3 Heaenu (2-4 uukna)
(C-Il1)

unu

Tonuyeckne MHrIMOMTOPbLI KanNnbLUUHEBPUHA — Ma3b
Takponumyc 0,1% 2 pasa B cytku (C-1V)

AsatnonpwuH 1-3 mr/kr/cyTkn, ¢ 50 mkr/cyt. (C-
) nnu

Mnasmodepes 2 yukna no 4
AHAa B mecay (C-l1) unu

gﬂﬂ cpeaHeTAXeJlbiX U TAXeJbIX QOQM:

'KC pna cucteMHOro npMmMeHeHUs1 B CTapTOBOW
po3se 0.5-0.1 Mr/kr B CyTKM NpeaHU30roHa B Buge
MOHOTepanuu + UHbLEKLUN TPUAMLUHOJIOHA UNNn

MeToTtpekcat 10-20 mr/Hegento (C-111) unu

Xnopam6yuun 0.05-0.1mr/kr/cyTkm (C-111)

Putykcumab 1r. B\B 2 pa3 B
Heaento 2 Heaenu vnu 375
Mr/m2 4 pasa B Hegento 1 pa3
B Heaento (C-111)

FKC pnsa HapyxHoro npumeHeHus 4 knacca 5-15r 2
pa3a B CyTKM Ha BCHO KOXY C aHecTeTUKkom (A-1) nnum

AHTUOMOTUKM C NPOTUBOBOCNANMUTENbLHbLIMMU
CBOMCTBaMM ANUTENbLHO B BUAE MOHOTEpanuu unu B
coyeTtaHuu ¢ KC ans HapyXHOro npuMeHeHus
OYeHb BbICOKOM MOTEHLUM Ha MOPAXEHHYIO KOXY U
cnusncTtyto 2 pasa B cyTku (C-1V)
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PYBLYIOLLMNCA NEMOUrona

« XpoHu4eckoe 3aboneBaHue, peaAKUU ayTOMMMYHHbIN AepMarto3
« CHa4dana nopaxaetcsa crnmsmncrtaa obonoyka NonocTu pra
(NMpeumyLLeCTBEHHO LLEK, HEDA, ropTaHKn), 3aTeM Hoca, IMOTKMW,
nuLieBoaa, NosioBbIX OpraHoB, KOHBLIOHKTUBA.

« [ly3sbipu 3aneraroT rinyobokKo, HanpsXeHbl, NOKPbILKA NMOTHaA,
Npu €€ paspbiBe 00pa3yroTCsa 3P03UN MSACO-KPaCHOro UBETa, He
CKJTOHHbIE K nepndeprn4eckomy pocTy, NOKPbITbIE MNOTHLIM CEPOoBaTo-
6enbiM HanNEToOM.

* [ly3blpn 1 3p03MKN BO3HUKAIOT HA OOHUX U TEX XXEe MecCTax, YTo
NpPUBOAUT K pa3BnTUIO PyoLOBbIX U3MEHEeHUN, PoOpMMPOBaAHUNIO Crlaek
N CTPUKTYP Ha CIIM3UCTOMN OOONOYKe rMoTKKU, NnuweBoaa, 3agHero
npoxoga n MmoyeucnyckartenibHOro KaHana.

« boneloT Yalle XeHLWmUHbI (2:1), OHO HE UMeET ITHNYECKUX
B3aMMOCBA3EN U NPOSABNSETCSA 00bIYHO Y nnu cTaplie 60 net



PYBLYIOLWMUCA NEMOUrona




PYBLYIOLLMNCA NEMOUrona

[MopaxeHue Koxu (B 25% cny4asx):

INokanunaaumsa BbICbINaHU: BOFIOCUCTaA YacTb ronoBbl,
NULO, KOHEYHOCTU, NaXoBO-0eApeHHbIe CKNnagKM.

[Ty3blpy HEOONMbLLUUX pa3MepoB, HaNpPSXXEHHbIe, C NJIOTHON
NMOKPbILWKOWU, CEPO3HLIM USTU CEPO3HO-reMmopparm4eCcKkum
coAepPXUMbIM. DPO3NN CKITOHHbI C DbICTPON aNUTENU3aumu,
nocre OTTOPXKEHMNSA KOPOK OCTaETCH rmnepnmrmeHTMpOBaHHoe
LenyLiatleecst NATHO. .

B page cny4vaes BO3HUKAET guctpoduma
HOITeBbIX MNJTACTUHOK.

[1pn Nnokanusauun Ha BOSTOCUCTOMN YacCTu rosfioBbl
pa3BnBaeTCcd pyoLoBas anoneuusa no Tuny ncesaonenanbl
bpoka

JlokanbHble peunanempytolme n pyouyroLmecs
cybannaepmarbHble Ny3blipy Ha roriose U wee (nemcpurova
BpaHcTuHra-feppun) y NOXUNbIX My>XYnH.




PYBLYIOLWUUCA NEMOUrONA;
OUWATHOCTUYECKUE KPUTEPUU

PaHHsa5 cmadus:

HanpsXXKéHHble Ny3bIPU Ha CIIN3NCTON 06OIoUKe NMOMOCTY pTa
peXe Ha KoXe;

orpaHu4YeHHbIe rnyboK1e 3po3nm C rmagkum v KpoBoToYaLLUM
OHOM, NOKpbITbIe B PAe Criy4aes NIEHKON (Ha CrM3ncToi
obono4ke) nnn KOpKown (Ha Koxe);

ANMNTeNIbHO npOTEKaI-OLI.WIVI KOHBHOHKTUBM!T, Conp0|30>|<p,ae|\/|b||7|
Ccnae4vHbIM npoueccom mexay Crin3ancTton oborno4vkon BEPXHEIO N
HWXHEIO BEK UINMN MeXY KOHBIOHKTUBOMN BEK U Ma3HbIM FI6J'IOKOM

[1030Hs151 cmadusi:
peunauBupoBaHMe Ny3bIPen Ha CTapbiX ovarax,
pyouoBas atpocpuna Ha mecTe ObIBLUMX BbICbINaHUN,

BbipaXeHHble n"AIMeHeHUA KOHBKOHKTUBbI C MNOCJie-
AYROLWNMIN TAXETTbIMA OCJITOXKHEHUAMN BINJ10Tb O Cl1enoThl.

ea)kHoe duacHocmu4ecKoe 3Ha4yeHue rnpuobpemaem
ob6HapyxeHue ¢bukcupoeaHHbix |gG-aHmumesn u C3
KOMIMOHEeHmMa KomrsjiemeHma e 30He 6a3asibHoU MmemMb6paHhbI.
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PYBLYIOLLMNCA NEMOUrona
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PYBLYIOLNNCA NEMOUrona
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[y3bipb: popmanvH KpaeBas 3oHa: pacTtBop MuLiens

Puc. 4. Py6uyrowmin nemuroni: a — ructofiorn4eckoe nccnefoBaqne (OKpacka reMatokCuamMHoM u 303nHom. x100).
BoisBnigeTca cyb6anuTennanbHblid Ny3bipb, B NOACIN3UCTOM CJ1I0e — TyCTOW NPenMyLLecTBEHHO umdouuTap-
HbIN MHQUNBLTPAT. [ucTONOrMYeckasn KapTuHa naeHTn4Ha Takoson npu bIl; 6 — HPU® (x200). Oenosutsl IgG
BbIAABNAKOTCA B BUAE JINHWUMN 3€JIEHOT0 CBE4EHNSA BAOSb AePMO-3MNAEePMalibHON TPAHULIbI, YTO TAKXE UAEHTUYHO
N®-kapTuHe npwm bl

AnbbaHoBa B.U.,Hepenosa M.A. BecTHuk gepm.u BeH. 2017;(3):10-20.



JleyeHune pybuylowerocs nemdpuronaa

JOIN3 s

He3HayumesnbHoOe nopaxeHue

MonocTb pta

MecTHble KopTUKOCTEepouabl (renn unu masun) 2-4 pasa B AeHb,
MeCTHbIe KOPTUKOCTepouabl Noa OKKI3unen (Hanpnumep, co
CTOMaTOSOrMYEeCKUMU NSIACTUHKaMN), MECTHbI€ MHIMOUTOPbI
KanbuMHEeBpPUHA, BHyTpMoyarosoe BBeeHUe KOPpTUKOCTEpOon 0B

Hoc

OpolueHne N30ToOHNYECKUM pacTBOPOM 2-3 pasa B A€Hb, Ha3arnbHbIe
NIOOPUKAHTLI, MECTHbIE KOPTUKOCTEepOoUAbI (CNpeun, MHransiTopbl)

AHOreHuTanbHas oo6nacTtb
Koxa

MecTHble KOpPpTUKOCTEepounabl, MeCTHbIe VIHFVIGVITOpr
KaJibLunHeBpUHa

YmMepeHHOe nopaxxeHue

MonocTk pTa, rnasa, HOC, rOpTaHb,
nuweBo, aHoreHUTanbHasa oébnacTtb

MecTtHasa Tepanusa nntoc gancoH 50-200 Mmr exxegHEBHO, NpeAHU30-
JIoH 20-60 Mr (BO3MOXXHO OIHOBPEMEHHOE Ha3Ha4YeHue rnpenaparos)

Tsikenoe rnopaxeHue

MonocTb pTa, rnasa, HOC, ropTaHb,
nuweBson, aHoreHUTanbHasa oobnacTb

MecTHasa Tepanua nnoc npegHn3oH 1 mr/kr, nnbo
MMMYHOINoOynuH B/B 2 r/kr 2-3 aHS Yyepes 2-6 Heaerb B TedeHue 4-5
mMecsiueB, NMbo ogHOBpeMeEHHO 0ba npenapara B COMETaHUM C
aszaTuonpuHom 2-2.5 mr/kr, MucpeHonarta mocetunom 1-2.5 r/geHsb,
umknocgocchpamumaom 1-2 mr/kr, putykcumabom 237 mr/m2
eXxeHegernbHoO 4 pasa, 3a4eM Yepes 4-6 mecsueB No HEOHBXoAMMOCTH

European
Dermatology
Forum

Gui on the Diag is and Tr of
Autoimmune Bullous Diseases Pemphigus




HAPYXHAA TEPAINUA (PP, 2015)

nrokokopmukocmepouoHsbie ripenapamabi (D)

Tonu4yeckune rMOKOKOPTUKOCTEPOUAHbIE Npenaparbil
MOTYT MPUMEHSATLCA NPU BblPa>XEHHOM 3yae AN ero
YMEHbLUEHUS:

« Kknobetasona nponuoHat 0,05% ma3sb, Kpem Ha o4aru
nopaxeHus 1 p/cyT, nnu

* TpmamuunHonoH 0,1% masb Ha o4varu nopaxeHust 2 p/cyr,
« HetameTtasoH 0,01% ma3sb Ha ovarn nopaxeHus 2 p/cyT.
O6pabomka ny3bipel u apo3ut (D)

Ob6nacTtb ny3blpen, 3po3nn obpadaTsiBalOT pacTBOPOM
aHUINMHOBbLIX Kpacutenewu, Npm Hann4ynm BTOPUHHOMN
MHJEKUNN — adpo3onsamMun, kpemamu, cogepxawmmm NKC un
aHTMOaKTepuarnbHble npenaparsbl.

Ha apo3un B obrnactn cnmusnctom obosrioukm rnosiocTn pra
HaAHOCAT aHTUCEeNTUYEeCKUe pacTBOpPbI AN NOSIOCKaHUMN.
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JIMHEAPHDbIWU Ig A — AEPMATO3

3yasiue apuTeMaTo3Hble nanynbl U ONSILLKKU JIOKANM3yrTCA Ha
nuue, NpenMyLeCTBEHHO NepuopanbHO, Ha BONTIOCUCTOM YacTu FrOroBbI U
BOKPYT YLLEN, pa3rnbaTtenbHbIX MOBEPXHOCTAX KOHEYHOCTEN, TYNOBULLE,
arogmuax. MNMy3bIpbKM U Ny3bIipy C NPO3PaYHbIM UM FeMOpPpParnYecKum
coOepPXXUMbIM BO3HUKAIOT MO3Xe U pacnonararTcs Ha
3PUTEMATO3HOM UJTN YPTUKAPHOM OCHOBaHUUN, B AaNbHENLUEM OHM
rpynnupyroTCA B KOMNbLEBUAHbBIE UM repneTUdopMHbIE oYaru.

HoBble Ny3bipy MOTyT NOSIBUTLCA NO nepudepun ctapbix . B
NpoLecc YacTo BOBIIEKAKTCA CNU3NCTbIE 06ONOYKM NOSIOCTU PTa, rnas,
HOCa, reHUTanumn, rMoTKu, ropTaHn, aHyca 1 nuwesoia. 3akusneHue
NopaXeHUs1 Ha CrN3nUCTbIX 060M04YKax NponcxogmT ¢ obpasoBaHUEM
pybuoB, Yalle Ha poroBuLe, B rMOTKe 1 NULLIEEBOAE.

3aboneBaHne HEPEOKO aCCOLMUUPYETCH C A3BEHHbLIM KOSIUTOM,
6one3Hblo KpoHa, peBMaTtonaHbIM apTpUTOM, NCOPNa3oM, CUCTEMHOM
KpacHOW BOSTYaHKOMN.

Y XeHLLMH OTMEeYEHO pa3pellueHne BbiCbiNaHU BO BpeMs 6epeMeH-
HOCTH, Tak Kak B pe3ynsraTte rmuko3nnmpoBanHus IgA actporeHaMu u
NPOoNakTUHOM U3MEHSIETCH ero CMOCOOHOCTb CBA3bIBATLCHA C aHTUIEHaMM.



JlnHeapHbIN
IgA-AepmMaTo3




INlnHeapHbIN
IgA-pepmMaTos







NMMHEAPHbIWU Ig A - AEPMATO3




NIMHEAPHbIN |g A — OEPMATO3

NHenHble oTnoxeHus IgA soons bM

[y3bipb: dhopmanmH KpaeBas 3oHa: pacTtBop MuLiens

Puc. 3. JlunenHbin IgA aepmartos: a — rucTonornyeckoe nccnegoBaHne (okpacka remaTokCuIMHOM 1 303uHOM. x100).

BakyonbHas anctpodus 6asanbHbiX KepaTUHOUMTOB, 04aroBO OTMevaeTca popMupoBaHue cybanuaepmans-
HOW wWenun. BocnanutenbHblil MHUALTPAT rYCTON, B €ro cocTaBe — 60JbLLOe KONNMYECTBO HENTPOUIbHbBIX

N 303UHOUNbHbLIX rpaHynountoB; 6 — HPU® (x200). [eno3uTsl IgA BbIABNAKTCSA B BUAE IMHUN 3€NEHOM0
CBeYeHuMs BAOJSb AepMO-3NunepmMasnibHON rpaHnLbl

AnbbaHoBa B.U.,Hedpenosa M.A. BecTHuk gepm.u BeH. 2017;(3):10-20.



NMEMOPUTONOA BEPEMEHHbIX

AyToMmMmyHHOE 3aboneBaHue, Bo3Hukatwwee Bo |I—III TpumecTpax
bepeMeHHOCTU 1 peako nocne poaos. [aTtoreHe3 3aboneBaHus
CBA3bIBAETCH C NePEeKPEeCTHbIMM peakuMaMm Mexay nrnaueHTapHbIMU
aHTUTeNaMm U KoXXHbiMm 6enkom BP180, yemy crnocobCcTBYeET BbICOKMIA
YPOBEHbL NpPOrecTepoHa, MMetoLero MMMyHOCYNpeCcCcuUBHbIE CBOUCTBA.

KnuHuyeckasi kKapmuHa. QpuUTeMaTO3HbIE YPTUKAPHbIe Nanynbl,
ONSALWKWN U KONbLEeBUAOHbIE 35fIeMeHTbl TUMNa MULLEHU, CONPOBOXAAaeEMbIe
NHTEHCUBHbLIM 3yJOM, BHa4are pacnonaratoTcsa BOKPYr nynka n He
rpynnupytoTcs, No3xe(4epes HECKONMbKO Hefernb) BO3HUKAIOT HanpshkeHHble
Ny3bIPbKW M Ny3bipyU Ha (hoHe yxxe NMEeIOLMXCA BbICbINaHUN.
JTokanunaaumsa BbICbINaHNN — NOYMTU UCKMNOYUTENBHO Ha XMBoTe. Ha nuue v
CIM3NCTbIX 060ro4Ykax BbiCbiNaHN 00bIYHO He BbiBaeT. CUMNTOMBI
OCnabnsaTcsA 3a HECKOSIbKO HeAernb A0 poAoB, HOBoOe 060cTpeHue
HabnrogaeTca onuxxe Ko BpemMeHu poaoB. BeicbinaHnst 00bIMHO
paspeLluaroTca Yyepesd 12—16 Hed. nocre poaosB, HO UMEKT TEHOAEHLUMUIO
BO30OHOBMNATLCA NPU NOCNEAyoLWNX 0epeMeHHOCTSX U NpoTeKaTb Tshkenee.
N3penka cxogHble BbICbiNaHUSA BHOBb BO3HUKAKOT NPU MEHCTPYaLUAX U
ropMoHasibHOW KoHTpauenuuu. 3abonesaHne HeONaronpuATHO BIUSET Ha
nrog — MOXET BbITb OCTAaHOBKA pocTa, NpeXaeBpeMEHHbIE podbl, Y
HOBOPOXOEHHbLIX —Mpoxoasilme ny3bipu




NMEMPUTOULO BEPEMEHHDbIX




NMEMOPUTONLO BEPEMEHHbIX

NnuHeunHble geno3unTbl IgG n C3 Baons bM

;:_.;*’;f)n. s 1AL A RN ‘,-::.:'::' .""x‘\#“-\'}' .”‘L_,:’.
[1y3blpb: popmanmuH KpaeBag 30Ha: pactBop Muwens
Puc. 5. ﬂeMCDMFOMﬂ 6epeMGHHbIXZ a — Tuctonorn4yeckoe nccienoBaHune (OKpaCKa rematokCWUJINHOM U 303UHOM.

x100). OTmevaetcq hopmmupoBaHue 60NbLIOI0 KONUYeCTBa CybanuepmanbsHbix Wene u ny3sipen, B noane-
XKallen nepme — yMepeHHO BblPaXXeHHbIN BOCNANUTENbHbIA MHMUILTPAT C NPUMECHI0 60JIbLIOTO KONNYecTBa
903UHO(UNbHLIX FPAHYNIOUMTOB. [UCTONOrNYecKasa KapTuHa Heotnmyuma ot bll; 6 — HPU® (x200). [leno3uTsl
|gG BbISIBNAOTCS B BU/E IMHUM 3€18HOr0 CBEYEHUS BOMb AepMO-3NnAepManbHOM rpaHnLibl, YTO COOTBETCTBY-
eT d-kapTuHe npu bl

AnbbaHoBa B.U.,Hehenosa M.A. BecTHuk gepm.u BeH. 2017;(3):10-20.
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NMPUOBPETEHHbIU BYNNE3HbIU ANUOEPMONN3
NUHeWHbIe oTnoXeHusa IgG soons bM
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[1y3blpb: popmanmH KpaeBasi 3oHa: pacteop Muwens

Puc. 6. [pno6GpeTeHHbIA OYNMe3HbI 3NUAEPMONN3: @ — TMCTONOTMYeCKOe UCCnefoBaHne (OKpacka reMaToKCUIMHOM
1 303uHOM. x100). OTmevaeTca (hopMUpoOBaHNe KPYNHOro cy63anuaepmanbHoro ny3bips ¢ YMEPeHHO BbipaXeH-
HbIM BOCMANeHneM, OrpaHuy4eHHbIM 0611acTbi0 AepMO-3MuaepMansHON rpaHuLbl. [MCTONOrMYeckas KapTuHa
He no3songeT audeperumposats 163 o1 bl unu Bb3; 6 — HPU® (x600). [Jeno3uTsl IgG BbISBNAOTCS B BUAE
NINHWUK 3€MIeHOr0 CBeYeHUs BAOMb [1epMO-3nuepmManbHOn rpaHuLibl. Ha npeficTaBneHHoM )OT0 MOXHO pasnu-
YUTb U-MATTEPHbI B CTPYKTYpe NuHUM cBedeHus; B — HPUD (x600), meTon SSS. [lenosuTsl IgG B Bue NuHUK
3€/1eHOr0 CBeYEHNS BbIBNAKOTCA B [1He (B lepMaibHOM 4acTu) apTudmumnansHo C)OpMUPOBAHHOMO pacLlenneHns

AnbbaHosa B.W.,Hedbenosa M.A. BecTHuk gepm.u BeH. 2017;(3):10-20.
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NMAPAHEOIJTACTUYECKAA (?)
MY3bIPYATKA




TeTpapgepm®

[TepBbIN OpuUrMHanbHbI KOMOMHNPOBAHHbLIV
['KC, cnocobcTByOLWNN pereHepaLyn KOXu
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[MpenapaTt TeTpaaepm:

aHTUOaKTepuarnbHbIN, NPOTUBOBOCNANUTENbHbLIN U
PaHO3aXXUBIAKOLWUU, NPOTUBOrPUOKOBbLIU 3chheKTbI

feHTaMMULUMH — BaKTeEpPUUMAHBIN aHTUOUOTUK LLUMPOKOTO
cnektpa gencteus: I'p (+) n I'p (-) bakTepuwn.

MomeTa3oH — coBpeMEHHbIN HepTOopmpoBaHHbIU ['KC, ognH
N3 Hanbonee CUnbHbIX U COBPEMEHHbLIX MeCTHbIX ['KC,
obnagatownm nyywnm npodunem 6e3onacHoOCTy;

OKOHa305 — aHTUMUKOTUK C LLUMPOKUM CMEKTPOM
NMPOTMBOrPUOKOBOIO U NMPOTUBOAPOXIKEBOIO AENCTBUS.

[ekcnaHTeHON - CTUMYNUPYET PereHepaLnio KOXW,
HOPMarnmn3yeT KNeTOYHbIN MeTabonmam, yCKopsieT MUTO3 U
YBEMNNYNBAET MPOYHOCTb KONareHOBbIX BOINIOKOH; NMPOHMKaET
BO BCE CIOU KOXMW.

MHCTpyKumMs no MeauumHcKoMy npuMmeHeHuto npenapata Tetpagepm. PY J1M-003766



TeTpagepm — BCce npeumMyLlecTBa KOMMMEKCHOU Tepanuum

MomeTa3oH
SKoHa3son
FeHTamMnuuH

BocnaneHHas koxa ¢ YcTpaHeHue npuymH PereHepauus

noBpexaeHnNAMHn BOCNarneHus KOXHOro nokKkpoBa
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YeTbipe adhdPpeKTUBHbLIX KOMMOHEHTA
Ans rnevyeHMs n BOCCTaHOBJIEHUA KOXU

Noka3aHua:

 JledeHne pgepmaTo30B BOCMaNMTENLHOrO reHesa C CONyTCTBYyHOLEN
OakTepuanbHOM N MUKOTUYECKOM MH(peKuuen wunm ¢ BbICOKOMU
BEPOSATHOCTbLIO npucoeavHeHuUsA BblLLUeyKa3aHHON nHdeKkunn
(atonuyecknn  gepmatuT, nuogepmuda, ONP@Y3HbIM  HENPOOEPMATUT,
9K3eMaTO3HbI OepMaTuT, paguvaunMOHHbIM OepMaTUT, KOHTaKTHbIN OepMaTur,
cebopernHas ak3emMa, KpacHbIW MNSIOCKA NnLan, HekoTopble hopmbl Ncopuasa
N KPpaCHOW BOSTYaHKN)

« JleyeHne pepmaTomMuko3oB (AepmaTtopuUTMM, KaHAWOO03, Pa3HOLBETHbIN
nuLwan), oCOOeHHO Npu NoKanusaumu B NaxoBOW 06MacTM M KPYMNHbIX
cKnaakax KOXwu

Cnocob npumeHeHus:

« Kpem HaHOCAT Ha nopa)keHHble Y4aCTKN KOXWN TOHKUM CITOEM, OCTOPOXKHO
BTUPas, 2 pa3a B CYTKW [0 AOCTUKEHUS MONOXUTENBHOIO KITMHUYECKOro
pesynbsraTa.

« [OnnTenbHOCTb NevYeHna nHanesuayasrboHa, 3aBUCUT OT pasmepa, Jiokanmsaumm
NopaXeHnsa n TshKecTn 3aboneBaHnst n obbI4YHO cocTaBnsaeT 1-2 Hepenu.
[Mpn gepmaTtoMnKo3e CTOMN CPeaHSSA NMPOOOIMKUTENBHOCTb JIeYEHUS COCTaBNAET
2-4 Hepenw.
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