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IICOPHUA3, OIIPEAEJIEHUE

Ilcopua3 (CMHOHUM: YeIIyHYaThIN JHUIIAN) —
XPOHHUYECKOE MMMYHOACCOIIUUPOBAHHOE
3a0oeBaHre MYJIbTH(HAKTOPUATILHON MPUPOMABI C
JTOMUHUPYIOIIMM  3HAY€HUEM B  Pa3BUTHUH

TEHETUYECKUX (PAKTOPOB, XapaKTEpU3YIOIIeecs

YCKOpPEHHOU mponudepanueid KepaTUHOLUUTOB U
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IUCOAIaHCOM MEXJY TMPOBOCHATUTEIbHBIMU U
MIPOTUBOBOCHATUTEIBHBIMA ~ LHUTOKAHAMH,  C
YaCThIMM  MATOJIOTUYECKUMH  HM3MEHCHUAMU

OIOPHO - ABUTareabHOoro ammapara (OKP 2023).



CoBpeMeHHOe mpeacTaBJIeHUe 0 IIcopuase

KoHnenius rncopuasa B MOCIEAHUE TOJIbI

OEXYPHbIE
N3MCHUJIACDH. BNALLIKAN

[Icopuas paccMaTpuBarOT Kak CHCTEMHOE

3a00JIeBaHUE, OATOMY BCE qarie
UCIIONB3YETCd TEPMUH — TICOpUaTHYECKas
00JIE3Hb.

Ilcopua3 sBisieTCS OJHUM M3 HauboJjiee

pacrpoCTpaHeHHBIX 3a00I€BaHUI




ITHOJIOIUA U (PAKTOPHI PUCKA IICOpPHA3A

['eHeTHYeCKas MPeIpacioIOKEHHOCTb.

Ha ceromnsimiaui IeHb I0Ka3aHO, YTO C IICOPUA30M CBsI3aHbl 424 JTOKyCa T'€HOB C
OJTHOHYKJICOTHUIHBIM MOJUMOP(PHU3MOM.

B natorenese uMeeT 3HaU€HUE HE TOJIBKO F€HETUYECKas MPEIPACTIOIOKEHHOCTb, HO U BIUSHUE
AIUTCHETUYECKUX (PaKTOPOB.

I'enHeTnueckuml koMmoHeHT cocraBisieT 60-70%

Ha nomto cpenoBbix gakropoB mpuxoautcs 30-40%

Mcopuas Kpyrnosa J1.C. U gp.lMcopuas. M.: '0TAP-Meaua, 2022 r — 328c
Abhishek S, Palamadai Krishnan S. Epidermal Differentiation Complex: A Review on Its Epigenetic Regulation and Potential Drug Targets. Cell J. 2016 Spring;18(1):1-6.
doi: 10.22074/cellj.2016.3980. Epub 2016 Apr 4. PMID: 27054112; PMCID: PMC4819378..



3a00/1eBaeMOCTH IICOPUA3Z0OM:
2-3% B mupe
6-8 MutnoHoB yennoBek B CIIIA

5 MMUJUIMOHOB - B 3arajiHor EBporie

B cTpykType koxkHBIX 3a00eBanuii ot 15 10 30%.

M u K 00J1€r0T OTMHAKOBO YaCTO



Ha4yaJio 32001eBaHuA:

* 1 -—muK— ot 16 10 25 netT —paHHEe HAYAJIO C OTATOIICHHBIM CEMEHMHBIM
aHaMHE30M U accouuupoBaHHbIi ¢ anTureHoM HLA —-Cwb6 (uenoBeueckue
JIEeUKOIIUTApHbIC AaHTUTCHBI U1 CUCTEMA TKAaHEBOM COBMECTUMOCTH

YCJIOBEKA)

e 2 -—mmK — nocie 50 et — orcyTcTBUE dKenpeccun anturena HLA —-Cwb6, u

HEOTATOIEHHBIN CEMENHBIN aHaMHE3 IT03IHEE HAYaJl0



Tpurrepsl ncopuasa

. Mcnxunyeckui ctpecc

. MHpeKunoHHble 3aboneBaHumA

. UMMyHHble HapyLlweHuns

. DHOOKPUHHbIe 3aboneBaHuA

. HeBponornyeckas natonorua

. TpaBmbl - (Mope3bl, LapanuHbl, ywnbbl 1 T.0.);
. ObMeHHble HapyLleHus

. 136bITOYHaAA MHCONALMA;
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. 3noynotpebneHne ankoronem m HapyLeHue gueThbl;

10. HekoTopble nekapcTBEHHbIe NpenapaTsbl (beTa-610KaTopbl,

NNTnA);

11. CuHgpom otmeHbl TKC U ymuTOoCTaTMHECKOM  Tepanuu.

dMUHOXMHOJZIMHOBbDbIE NnpenapaTtbl, COTN



OcHoBbI NaToreHesa.

* 1. UHTE@HCMBHOCTb BOCNPOMN3BOACTBA

°*  KepaTMHOLMUTOB, KOTOPAA NpPeBbILLIAET UX
3aNpPOrpaMmmmpPoBaAHHYIO Tnbenb

e 2. 3aMmeHeHUAa MUKPOLMPKYAALUMU
(noaBnsieTca 3a401ro 40 NoABAEHUA
KIMHNYECKMX NPOosABAEHNIN bone3Hu)



ITATOT'EHE3 IICOPHUA3A, npoaoxeHue:

B ocHoBe 1icoprasza nexar HacJeICTBEHHBIC (TEHETUYECKHUE) MEXaHU3MBI

[IpenpacnonokeHHOCTh KJIETOK KOXKH K YCKOPEHHOMY JEJICHUIO (M3-32
HapylLICHUSI BHYTPUKIETOYHOTO OOMEHA BEIIECTB OHU «HE YCIEBAIOT

CO3pEBATh» U MOJIHOLEHHO BBINOJIHITH CBOU (DYHKITUH).
M3MeHeHUss UMMYHHOM CUCTEMBI, O0YCIIOBICHHBIE JTHOO0 reHETUYECKH,

1100 MPUOOPETEHHBIE MO BAUSHUEM BHEIIHUX U BHYTPEHHUX (PAKTOPOB.



IHHATOI'EHE3 IICOPUAS3A, npononsene:

HacnenyroTrcs OnoxuMudeckue aeeKThl

['eHeTHYECKH IeTEpPMUHUPOBAH JTUITHIHBIA OOMEH (THIIEPXO0JIECTSPUHEMHUS)
YI1€BOIHBIN

MeTaboan4ecKkuil CHHIPOM

OKuciacHHbIC JIMITIOIIPOTCHUHDI HU3KOU INIOTHOCTH B OOJIBIIINX KOJIWYECTBAX

HAKAIUIMBAIOTCA B IICOPHUATHYCCKUX OJIAIIIKax



IIpogoskeHue

* YCTaHOBJIEHO, YTO BaXXHEUIIIYIO POJIb B IIATOI€HE3E IICOPHUA3A UTPAET
BPOXKJICHHBIM KMMYHHBIN IMTOKUHOBBIM OTBET, IIPU 3TOM OJHHUM M3
OCHOBHBIX MAaTOTCHETUYECKUX 3BEHHEB B UMMYHHBIX H3MECHCHHUSX
SIBJISIIOTCS JieBUALUS (OTKJIOHEHHUE) [IUTOKMHOBOIO MPOpUIIS
IPEUMYIIEeCTBEHHO 110 TiepBoMy Ty (Thl — T xenmepsr) u

oco0eHHOo noBbiieHue ypoBHs @HO anbda.



I ucrojiornyeckue MPU3HAKHU Icopuasa:

AKaHTO3 . -

I Harmuaioomaros

ITapakeparos

Mukpoa0dciecchl
MyHpo




Buabl (Knaccupukaumsa ) ncopmasa:

1. Bynerapusii

2. DKCCYJIaTUBHBIN

3. ApTponaTudyecKkuii

4. DputpoaepMus NCoOpruaTuIeCcKas
5. JIamoHHO-IONOIIBEHHBIN

6. ITyctynesnsiii (I{ymOyma u

bap6epa)
7. Ilcopuas HOrTEU

8. IIcopuas cIu3uCThIX (OYEHD PEIKO)



Tsxenanie MJIH 0CJI0KHEHHBIE (DOPMBI
[copuasa;

* 1. Aprponarnyeckui ncopuas
* 2. Ilcopuarnyeckasi JpuTPOACPMHUA

* 3. Ilycryaesusiii ncopuas Llymoyua



Tunsl ncopua3sa:

e 1. 3umumnii (75%) —
BCTpeYaeTcsi HanboJjee 4acTo

e 2. JleTHnn

e 3. CMelmIaHHBIH




TunuyHbie MecTa JIOKAJIM3ALUHN BYJIbIapHOI0
ncopuasa:

1. Bonocucras 4acTh
rojioBsI (60%)

2. PasrubarenpbHass TOBEPXHOCTH
JIOKTEBBIX CyCTaBOB

3. Ilepennsis MOBEPXHOCTH KOJICHHBIX

CyCTaBOB, TOJICHEH

4. O0nacTh ATOINILI

5. IlosCHUYHO-KpeCTLOBas

00J1aCTh



KiMHuYeckass KapTHHA:

IIcopuas — MoHOMOP(DHBIN AEpMaTO3

IlepBUYHBIN 3JIEMEHT — MaIy.Jia,
LiBeT Po30oBHIi ,
Ouepranus OKPyIIIbIC ,
dopwma miockas

Poct manyn no nepudepuun

OO6pazyeT OJISIIKH
[TokpeITa CepeOPUCTHIMH YCIITY HKaMH

Briceimanus CUMMCTPHUYHBIC



KIMHHAKA BYJIbrapHOro nmcopuasa

KanaeBuaHbii

KarmneBuaunii
basmeunsIin
OrpaHu4eHHBIN
PactipocTpaHeHHbIN

Mo:xeT ObITh HECKOJIBKO (hOpM

NICOpHa3a y OJHOrO MalUEHTa




Craguu ncopuasa:

Mporpeccupytowasn (3ya, nosssieHne
HOBOMW CbIMNW, WeNYLEeHNE B LLEHTPe,
n3omopdHana peakuma KebHepa)

CtaumoHapHaa (HeT HoBOM cbinK, BAALLIKK
MNOKPbITbI YELYMKAMM NOJHOCTbBIO)

Perpeccupytowasn (cbinb ynaouwiaercs,
nceBaoaTpoPUYECKNII BOPOTHUYOK
BopoHoBa)

* HenpepbiBHO-peuuansupyioulee
TeyeHue




nCOpMaTM‘-IeCKaFl Tpuapa: CMMNTOMBbI
*«CTeapnHOBOIo nATHa»

*«TEPMUHaNbLHOWN NNEHKN»



denomed Keﬁﬂepa — MOsIBJICHHE HOBBIX MICOPHATHYECKHX

BBICHIIIAHUH HA MeCTe HApYIICHUA HCJIO0CTHOCTH KOKH.

Y 25% OOJIbHBIX ICOPHUATHYECKHUE
BBICHIIIAHUSI MOT'YT BO3HUKHYTbH Ha
KOX€ ITOCJIE €€ HE3HAYNUTEIBHOMN
TpaBMbI: HA MECTE ILIApaITH, IIOPE30B,

0KOTOB, HEOOJBIIINX paH

MexaHn3M TOTO SIBJICHUS OCTAcTCH

HECU3BCCTHBIM.



JKCCYIATHUBHBIN MICOPHMA3 UJIU UHBEPCHBIM:

Bcerpedaercs y neTei 1 Ty4HBIX JIFOAEN

MoskeT UMETB APYTYIO JTOKATU3AIUIO

B KpynHbIX CKJIQJAKAX: TOIMBIIIEYHAs 001aCcTh
ITO/1 MOJIOYHBIMH KEJIE3AMH,

MEKy SATOAULIAMH,

ITaXOBBIE CKIATKH

BripakeHna skccynatuBHas peakuusl.

DKccyaaT nonaaaeT Ha MOBEPXHOCTh MaIyia U

IpeBpaIlaeTCs B YEIIYe - KOPKU

Basimiky UMET MSCO -KPACHBIN LBET U MOKPHITHI

CEpO3HBIMHU KOPKaMu



J1apOHHO- NOAOLBEHHbIN NCOPUA3

Jlokanu3anus: Ha JaJoHIX U IMOAOIIBaX

MokeT OBITh H30JIMPOBAHHBIM

Kannnaeckn OJISIIKY ¢ YETKUMU

I'paHuIIaMK, TOKPBITHI TPYAHOCOCKAOIMBAEMBIMU
JKenteiMu yenrynkamu,

HEPEIKO UMEIOTCS 00JIe3HEHHBIC TPEITUHBI

basmkn NepexoadaT Ha ThbUUIIbHYIO ITIOBCPXHOCTDH

deHOMEH AyCHINUTIIA BBI3BIBACTCS C TPYAOM



Ilcopuarnyeckasi JpuTpPOACPMMUA:

Kumnuka: koxa sipko-KpacHOIO 1IBETA, OTEYHA,
WHDUIBTpUPOBaHA, MECTAMHU YYACTKU
JTUXeHU(UKAIIMHU, TOpsYasl Ha OIIYTb, TOKPHITA
KOPKAMU U YEITyUKAMU.

OO611ee COCTOSIHUE HapYIIEHO.

T Tena moBeIIEHA.

Jlumdanenonarusi, BbIIAICHUE BOJIOC, OHUXOJIU3ZUC

CyO0beKTHUBHO: 3y, XKECHHE, YyBCTBO CTATUBAHUS

KOXH

[Icopuaruueckas Tpuaja He ONpeeNsaeTCs



IlycTyae3HbIN ICOpUa3s:

2 THUIIA:

1. ITycryne3nsiii ncopuas bapoepa

(JIoOKaIu3auus Ha JaJ0HsIX M ITOAOIIBaX)

2. 'enepanu3oBanHbii copra3 [{ymOymra
(JToKanu3anys Ha KOKE TYJIOBHILA U

KOHEYHOCTEN

XapakTepu3yeTCss HAUTMYUEM CTEPHUIIbHBIX

MyCTYyJ Ha (hOHE MCOPUATUUECKUX OJISAIIEK



Tun bapoepa

* Bcrpeuaercs yaie

* Ha doHe pe3ko ouepUeHHBIX
OJISIIIEK UMEIOTCS Iy CTYJIbI,
KOTOPBIC MTOACHIXAIOT C
00pa30BaHUEM KOPHUUHEBBIX

KOPOK



MycrynesHbin ncopuas LLymbywa

TspKenoe TeueHue ¢
JTUXOPAAKOH, JTEUKOIIMTO30M,

noBbIIIEHHBIM COD

Ha ¢one ncopuarnyeckux

OJISIIIIEK UMEIOTCS Ty CTYIIbI

[lycTynbl CTEpUNBHBI



Ilcopuaruyeckasi apTpPONATHSL:

1. Octeoanruun
2. AptpuThI p— e .l
3. ApTpo3bl | & =
4. KocTHbIE y3yphI

KocTtHbie mopaxeHus: He 00paTUMBbI
[TopakeHusi CycTaBOB MOTYT ObITh B BUJIE
MOHO — OJIITO U CHMMETPUYHOTO

MMOPAXKEHUA.



Ilcopua3s HorTen

[ToBEpXHOCTH HOI'TEBOM MJIACTUHKU UMEET

POJIOJIBHYIO HCUEPYECHHOCTD

Todeunsbie yrmyOJIeHYSI, HAITOMUHAOT

HaIepCTOK

[TomyTHEHHE HOT'TEBOU NJIACTUHKU CO
cBoOOHOIO Kpas. JKeaTble MacasHbIC

IIATHA, HAIIOMHWHAIOIINUC OHUXOMHKO3

OHUXOJIU3HUC — OTCIIOCHUE HOT'TEBOU

INIaCTUHKHU OT HOI'TCBOI'O JIOXKAa



JIlnarnocruka nmcopuasa:

1. Knuaudeckas kapTuHa (mamyJsbl po30BbI€,
IJIOCKHE, OKPYIIIBIX OYEPTAHUU, C

cepeOpUCTHIM IIETYIIICHUEM )

2. Tunnyable MECTa JOKAIU3aIlUK (BYT, JIOKTH,

KOJICHM, MOSICHHUIIA)

3. Tpuaga Aycmmuria

4. I'ucToaoru4ecKoe uccieaoBatue (B

saTpyaHUTENbHBIX ciaydasx (DKP 2023)

5. OcMOTp 1EPMATOCKOTIOM — BBISIBIISTFOTCS

TOYCYHBIC KPOBCHOCHBIC COCY/bI



JleueHue nmcopuasa:

1. HapyxHas Tepanusi — IpUMEHSIETCS BCeraa

2. CUCTEMHOE JIEYEHHUE — CPEJTHE — TSKEIIBIE U TKEIbIE (POPMBI
3. OU3NOTEPANCBTUYECKOE JICUCHUE

4. VIcionb30BaHUE KOMOMHUPOBAHHBIX ~ METOJUK

5. CaHaTOPHO-KYPOPTHOE JICUEHUE



MecTHOE JIeueHue nmcopuasa:

1. TT'KC (¢ canuuuiaoBOM KMCIIOTOM, CEPOH,

KaJIbLUIOTPHUOJIOM, [IUHKOM ), CATUIAJIOBAS

Ma3b, IUHK ITHUPHUTHOH — Mad3H, KPCMBI, OMYJIbCHUHU

2. DMOJIEHTBI - CMATYAIOLINE Ma3u, KPEMbI,  AMYJIbCHU

3. lllamiiyHu ¢ gerremM, HUHKOM,

camnuioBou kuciaorou, TT'KC



KP no neueHunto ncopmasa PO1BK (2023)

CuctemHas Tepanus.

IIpu ncopuase cpegHed UM THAKEJIOU CTEINEHU THKECTH:

1. MeToTpekcat MoAKOXKHO, BHYTPUMBIIIEYHO WK niepopainbHo 10—15-20 mr, mpu HE0OX0MUMOCTH — 110 25—
30 mr, 1 pa3 B HEAEMTIO.

2. PeTuHOMBI JJI JISYCHUS TICOPHA3a COMIACHO MHCTPYKIIMK IO MPUMEHEHHUI0, HA3HAYAIOT B HA4YaJIbHON
cyTo4yHO# f03e 25 Mr (T.e. 1 kancyna mo 25 mr) win 30 mr B cyTku (T.€. 3 Kancynsl o 10 Mr); npenapar
MPUHUMAIOT OJMH pa3 B CyTKHU BO BPEMSI €/Ibl UJIM C MOJIOKOM; JUTUTEILHOCTh IIpueMa 2—4 HeJlelu.

3. {uKJI0CTIOPUH B3pOCIIBIM MAIlUEHTAaM B HA4aJIbHOM J103€ 2,5 MT' Ha KT MacChl TeJla B CyTKH B 2 MpHUeMa
(YTpoM U BeuepoM).

IIPU OTCYTCTBUU DOPEKTA — I'BII ( uarubutopamu ¢gakropa Hekpo3a omnyxonu aibda (PHO-

anbda), uaruouropamu uarepierkuaa 1L17 u ap)



duzuorepanus:

1. ®oroTrepanus

2. YAbTpa3ByK

3. Marnurorepanus
4. JlapcoHBasIb

5. I'pszeneuenue

6. JIazeporepanus

/. banpHeoTepanusi- BaHHBI C paJIOHOM, CEPOBOJIOPOIOM, MOPCKOM COJIBIO U JIp.
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JleKuna okoHYyeHa!
bnaropapto 3a BHUMaHue!
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