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Knetkn BucuepanbHOro aHAoTenna KnyboukoB (MOOOLMTbLI) MWrpaldT BaXHYH ponb B
cenektMBHon punbTpaumn. lNosgesnseTtcs Bce 6onblue AaHHbIX, YTO MMEHHO naTonorus
NOTOLMTOB NPUBOAUT K rMOMepyrionaTnam.

KaptuposaHne mytaHTHoro reHa NPHS1 npu pyHCKOM Tune XpoHUYeckoro HepoTUYECKOro
CMHOPOMa W BbISIBNEHWE CUHTE3a KOAMPYEeMOro [aHHbIM reHom ©Oenka HedpuHa
rmoMepynsapHbiMM NogouuTamMu 3HAYUTENbHO paclWMPUN Hawu npeacTaBneHuns. Bugumo,
HePUH MMeeT KNYEBOE 3HaYeHue B (PYHKUMOHMPOBaHUN unbTpaunoHHoro 6apbepa.
[pyroe ygadyHoe KapTupoBaHue BbigBUNO MyTaumto reHa (NPHS 2), oTBeTcTBeHHOro 3a
NpoTEMH NOJOUMTOB (NOOOUMH), MPUBOOAWMA K HACNeLCTBEHHOMY PEe3UCTEHTHOMY K
CTepongHoun Tepanuu cerMeHTapHoOMy rnomMmepyriockneposy. lNogouvH, B3aMmMogencTBYOLWNN C
HedppHOM, NBNAETCA KOMMOHEHTOM [NOMEpPYNsSpHOM guadparmbl, OTBevaren 3a
CENeKTUBHOCTb  dunbTpauumn. OTcyTcTBMe [Apyroro 6Genka rrnomepynsapHor avadparmbi
(CD2AP, anbga-akTuHUH-4) npuBOAUT K NPOTEUMHYPUM U HEMDPOTUYECKOMY CUHAOPOMY.
MembpaHo3Hass HedbponaTusa, sBndAwowasca Hanbonee 4acton NPUYNHOW HePOTMYECKOrO
CYHOPOMa B3pOCHbIX, TaKKe BO3MOXHO OBycrnoBneHa natonornen nogouuToB. ATa rmnoTesa
NnoaTBEPXKOAETCA  JKCNepuMeHTanbHbIMM  HedpuTamm XenmMaHHa — MeMOpaHO3HbIMU
HedopuTamMn y KpbIC, WHAYLUUPOBAHHBIMA MMMYHU3ALMEN aHTUTEHOM, 3KCrpeccupyembiM
nogountamu (MeranuH). HegaesHue nccnegoBaHus nNokasanu, YT0O UMMYHU3auus HeUTpansHOM
aHgonenTMaason (NoOAOUUTaAPHBLIN aHTUINEH) MOXET NPUBOAUTL K MEMOpPAHO3HbIM HepuTam U
y nogemn.

eH, accoummpoBaHHbIM C onyxonbto BunbcoHa (WT1) TpaHckpnbupyet dakrtop,
aKkcnpeccupyembi nogountamu. MogenupoBaHMe Ha TPaHCreHHbIX Mblwax ¢ reHom WT1
NPOAEMOHCTPMPOBANo pasBuUTME  ObICTPONPOrpeccHpyowWero rrnomepyrnoHedputa  nmbo
Me3aHrMarbHOro ckreposa B 3aBMCUMOCTM OT TPaHCKpUbUpyroLen akTMBHOCTMU.

Cocyguctein daktop pocta asHgoTtenus (COPJ), B perynaumm KOTOpPOro noaouMThl
NPUHUMAIOT HenocpeacTBEHHOE ydacTue, OTBETCTBEHEH 3a (DOPMUPOBAHME FIOMEpPYIIiPHOro
dunbTpaunoHHoro 6apbepa. CenekTnBHoe CHwxeHue npoaykuum COPS ¢ ucnonb3oBaHMeM
crneumdunyeckoro NOAOUMTApPHOro NPoMoTepa B OMblTax Ha TPaHCreHHbIX MblllaX Bbi3blBaeT
pasBuMTME MPOTEMHYPUM WU IHOOTENUO3UCA, TUCTONOMMYECKM CXOOHOrO0 C KapTUHOM npu
npeasknamncun. Hanpotme, n3bbiTodHaa cneumdumyHas ans nogoumtoB akcnpeccuss COPI
npuBOAUT K HedbponaTum, cxogHon ¢ BUY-accoummpoBaHHON.

MocnegHue AOOCTMXKEHUA B MCCNefoBaHUAX ubTpauMOHHOrO Gapbepa MOoATBEPAUNU
LEeHTpanbHY posib NOAOUMTOB NP pasHbIX TUMax rnoMepyrioHedpUTOB U JAKOT Hagexay Ha
NOSIBNEHNE HOBbIX TepaneBTMYECKUX MNOOXOAOB B JiedeHuu 3aboneBaHuin, NpoTeKkalowwmx C

NPOTENHYPUEN.



