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HENPO®UBPOMATO3 - CHCTeMHEI HACIIEICTBEHHbIII HEHPOKYTaHHEIH (haKoMaTo3.
XapakTepusyeTcsi pa3BUTHEM MHOXKECTBEHHBIX HEHPO(HUOpPOM, HEBPUHOM U IPYTUMHU
nedexkTaMu pa3BUTHUS IKTO- U Me30JIepMbl. PazniuaroT HeCKOJIbKO TUITOB 3a00JIeBaHMS,
00yCJIOBJICHHBIX PA3TUUYHBIMUA MYTAIHSIMU.

Heiipodpuopomaros I Tuna (Peknmunrxaysena 6oJie3Hb) HanboJee pacpoOCTPaHEH U
00yCJIOBJICH MyTaHTHBIM ayTOCOMHO-JIOMUHAHTHBIM T'€HOM, JIOKQJIM30BaHHBIM B XpoMocome 17,
umeromuM 100% neHeTpanTHOCTB, O1arogaps yeMy 3a00JIeBaHKe IPOSIBIISETCS Y BCEX JETEH,
Ha4yMHAasl ¢ IEpHoJa HOBOPOKIEHHOCTH JI0 5-JIETHETO BO3pacTa.

Knunuueckue uzmenenus Ha K0xXe MHOTOOOpa3HbI:

OOBIYHO C POXKJICHUSI OTMEYAIOTCSI OKPYIJIbIE, PE3KO KOHTYPUPOBAaHHBIE KOPUYHEBHIE (IIBETA
ko(e ¢ Mmonokom) msiTHA auameTpom ot 0,5 1o 50 cm (wame 10 cm), 00ycIOBIEHHbBIE
CKOILIEHHEM MeIaHouToB. [1o3/1Hee, 4acro B MOAMBIIICUHBIX IMKaX, HAOII0daeTCs
MAaTOTHOMOHWYHAs JIJIsI 32a0071eBaHusl "BECHYITYATOCTh'" B BHJIE MEJIKUX TUTMEHTHBIX TSI TEH.

Heiutpogpuopomut - n0OOpOKauECTBEHHBIC OITYXOJIH, PA3BUBAIOIINECS U3 IEMMOIIUTOB
nepugepruyeckx HEpBOB, ABISAIOTCS HauboJIee TUITUYHBIM TPU3HAKOM 3a0oseBanus. OHu
MOSIBIISIFOTCS] OOBIYHO MO3/HEE (Uepe3 HECKOJIBKO MECSIIEB UIIH JIeT, KaK IPaBUJIO, K IIEPHOAY
MI0JIOBOTO CO3PEBAHMUS) U MPEJACTABISAIOT COO0I MATKHE JTHUIIOBO-PO30BbIE, KYIOJI000pa3HO
BO3BBILIAIOIINECS WM CUIAIINE HA HOXKKE OKPYTJIbIE JUAMETPOM OT HECKOJIBKUX MUJIJIUMETPOB
JI0 HECKOJIBKUX CAHTUMETPOB 0Opa3oBaHus. OT JETKOro HaJaBIUBaHHUs MHOTHE OIYXO0JIH
BTATMBAIOTCS B KOXKY (CUMIITOM "KHOIIKH OT 3BOHKaA").

HawuOouibiiee ux KOJIMYECTBO PACIIONIOKEHO Ha TYJIOBHIE (OCOOCHHO Ha IpyaH, CIIUHE,
nosicauile). Brnoas nepudepryecknx HepBOB MOTYT MANBIIUPOBATHCS MATKHE (PUOPO3HBIE
Y3€EJIKH.

Bo3MoskHO pa3Butue niexcugopmmou Hetipogpubpome - nuy3HON OMyX0IH U3 HEPBHBIX
CIUICTeHUH, UTyIIeH BIOJIb TPOWHUYHOTO HEPBA WM APYTMX HEPBOB U COCTOSLICH U3 IIIOTHBIX
W3BUITUCTBIX TSDKEH.

Y 5-10% OoNbHBIX MAMUITIOMAaTO3HBIE OIYXOJIH 00pa3yIOTCsl Ha BHYTPEHHEH MOBEPXHOCTH IIIEK,
S3bIKE, Ty0ax.

Hepenko pasBuBaroTcs:

e Kku(ockoimos,

e  KapIMOpecHnupaTopHas MaToJIOTus;

ey 33% 60NbHBIX CHM)KEH UHTEIJICKT,

e  XapaKTepHbI TaKXKe OTCTaBaHHE (PU3NYECKOTO Pa3BUTHS,



e JHJOKPHUHHbIE HAPYLICHUS.

e y40% 601pHBIX BRISBISIFOT omyxonu [THC,

e BO3MOJKHBI 03JI0KaU€CTBJICHUE U METACTa3UPOBAHUE OIIYyXOJIEH.
Heiipoguodpomaro3 Il Tuna oOyciaoBieH MyTaHTHBIM T'€HOM B ayTocoMe 22 U XapaKTepU3yeTcs
oOpa3oBaHueM OHIaTepalbHBIX aKYCTUYECKUX HEUPOM U IPYTUX BHYTPHUEPEITHBIX OMyXO0JIen
ITHC MeHuHreanbHOT0 WIN TJIMAIbHOIO IPOUCX0KIECHUS.
[IposiBneHus: Ha KOKE B BUJE IATEH U HEHPO(HUOPOM MaJIOUMCIIEHHBI HITH OTCYTCTBYIOT.
B 50% cnyyaeB pa3BuBaeTcCs MpeceHMIbHAs, CyOKaICyssipHas KaTapakTa.
Heitipoghubpomamos ceemenmapnuiii Xapakrepusyercs o0opazoBanueM Helpohuopom,
MUTMEHTHBIX MISTEH U 1a)Ke BUCLEPATbHBIX HEBPOM B IIpe/iesiaX KaKoro-1ubo cerMeHTa Tena,
YTO CBA3BIBAIOT C COMATHYECKOW MyTallUEH.

PaznunuatoT Taxke abopTuBHBIE POPMBI HEHpopudpomaTosa.

Hetipoghubpoma oughghysnas xapakrepusyercss 0ObIYHO OJJTMHOYHBIM 04aroM pazMepom 3-8 cM B
BU/I€ TUIOTHOU OJISIIIKK C HEPOBHON OBEPXHOCTHIO.

Jleuyenune:

e XHUPYPrU4YECKOE UCCEYECHHUE OTIEIbHBIX OIIyXOJICH.
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