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UTo Takoe cuHgpom Jlewa — HuxaHa?

CuHdpowm Jléwa-HuxaHa- HacneacTtBeHHOe 3aborneBaHme,
XapakTtepuayrouleecsi yBenm4eHMemM cMHTE3a MO4YEBOM
KMCNOThI (Y AeTEWN) BbI3BaHHOE AedEKTOM
doepMEeHTarnnoKCaHTUH-
ryaHnHgpocdopmnbosnntpaHcdepasbl, KOTOPbIN

7 KaTanusupyet peyTunmsauuio ryaHmHa n rurnokcaHTuHa - B
2» pesynbrate obpasyerca borbLuee KOSIMYeCTBO KCaHTUHA U,

i cnegoBaTernbHO, MOYEBOW KUCIOTHI.




icTopus

Maukn Jlew, 6yayyn cCTyaeHTOM MeAULIMHCKOIO
YHuBepcurteTta [)koHa XonknHca, BMECTE CO CBOUM
HacTaBHMKOM businiom HuxeHOM, KOTOPbIN ObIf
neanaTpom U reHeTUKOM, ODHapy XM NpuU3HaKku CMHApPoMa
Jlewa — HuxeHa, conyTCcTBYyIOLLME TUNEPYPUKEMUN Y OBYX
bpaTtbeB 4 1 8 neT. J1ew n HuxeH onybnunkosanu
pe3ynbraTbl CBOUX UCCneaoBaHnn B 1964 roay.




UTto npoBouunpyet cuHgpom Jlewa — HuxaHa?

HacnencreeHHas 6bone3Hb ooMeHa BELLECTB,
obycroBneHHaa geduymtom depMmeHTa 2unoKcaHmMuUH-
gpocpopubosunmpaHcgepasbi (KD 2.4.2.8),
nposBnAtoLaacs yMCTBEHHON OTCTASIOCThLIO,
XOPEeOoaTeTO30M, NPUCTYyNamMn arpeCcCcnUBHOIO NOBEAEHUS C
camMonoBpeXaeHUeM, NoBbILLEHHBIM COAEPKaHUEM
MOYEBOU KUCNOTLI B MoYye. ['eH, KoanpyroLwmnm runoKCaHTUH-
il pocgpopubosnnTpaHcdepasy, pacrnosioKeH B X-
B~ xpomocome. 3aboneBaHue HacnegyeTcsa Kak MOHO2eHHbIU
.~ peuyeccusHbIl X-cyernseHHbIU Npu3Hak.




[laToreHes

depmMeHTaTMBHbIN AedeKT NPUBOAUT K HAPYLLEHUIO
NyPUHOBOro obMeHa 1 rnoBbILLEHHOW NPOAYKUMN MOoYeeoU
Kucriomsl. [unepypukeMus Bbl3bliBaeT 4edonLnT
OodamMmnHa BO BCeX NOOKOPKOBbLIX CTPYKTYpax, 3a
NCKNIOYEHNEM YepHOU cybcTaHLUMK, YTO, BEPOATHO,
ABNSIETCA CNeAcTBMEM HapPYLLIEHNS BETBNEHUS
(apbopusaunm — ot nart. arbus, T.e. AEPEBO) TEPMUHANEN
AoamMnHeprmyecknx HEMPOHOB, B TOM YMUCNE B CTpUaTyme.

B pe3ynbrate pa3BuBaeTcs runepyyBCTBUTENBLHOCTb D1-
. peuenTtopoBHa CTPUapHbIX HEMPOHAaX, C KOTOPOWU MOXHO
' 4YacTUYHO CBA3aTb ayToarpeccuBHble OEUCTBUA.




CumnTtombl cnHapoma Jlewa - HnxaHa

3aboneBaHne oTMeYaeTcd y N1, My>Kcko20 rnoJsia. Ha nepeom
rogy >XM3Hu NPosiBrsAeTCs 3agepKka NCUXOMOTOPHOIo pa3BuTusS, B
nocnegyroLlemM NpUCoOeauHSIIOTCA crnacmu4YyHocmb U
Xxopeoamemoa3. XapakTepHbIM NPU3HaKoMm ODoNes3Hn ABNAKTCS
aymoazpeccueHble delicmausi, KOTopble 06bIYHO pa3BMBalOTCH
BCKOPE Nocne Toro, Kak y aeTten npopesbiBatoTcd 3yobl. bonbHbIe
0OKycbIBatloT cebe ryobl, HOrTM, NanbLbl, NpeanneYvss (BNoTh A0
camoamnyTaumn), uapanarT HOC U POT, MycKatoT cebe KpoBb.
bonesas YyBCTBUTENLHOCTL OCTAETCA COXpaHHOW. B cBA3K C 3TUM
DosibHbIE HEPEOKO KpuyaT oT bonu, KOTOPYHO camMu e cebe
ApUYUHUITIN. OHM MOTYT TaKXKe JEMOHCTPUPOBAaTb arpeccuto 1 rno
OTHOLLIEHUIO K APYIMM JTIOOAM, KPYLLNTb OKpYXKatowme npeamMmeTol. B
¥ HEKOTOpbIX Criy4asix COCTOSIHME Yyry4yLlIaeTca Nnpu NnpuemMe
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[lnarHocTtnka cumntoma Jlewa - HuxaHa

 OwnarHos cuHapoma Jéwa-HuxeHa ctaBuTca no mpém
OCHOBHbIM KITMUHUYECKNUM 3rIeMEHTaM: MoebIWeHHas
rnpooyKyusi Mo4Yeaol KUC/10mbl, HegpoJsio2u4yecKas
ducyHKUUSI, KOGHUMUBHbIe U NogedeH4YecKue
HapyuweHusi. [10BONbHO CroXHO NOCTaBUTb AMarHos3 Ha
paHHEeW cTaaumn, Koraa 3T Tpyu NpU3Haka He Tak 0MeBUOHbI.
[Togo3peHnsa MOryT BO3HUKHYTb 13-3a 3aepPKKN PpasBUTUS,
conpoBoXxaatoLlenca runepypmkemmen. Takke, BO3MOXHO
obpa3oBaHMe KaMHEW B rnoYvkax (Heponutrnas) unm
Hanu4yne KpoBn B MoYe (remaTtypus), Bbi3BaHHbIE KUCITOTHO-
L, MOYEBbLIMU KAMHSAMWN. 3a4acTyo NOA03PEHNS HA CUHAOPOM
= Jlelwa-HuxeHa Bo3HUMKAKT € NOSABIIEHNEM HAHOCUMbIX

& | camomy cebe paHeHun y DOnbHOro




JleyeHne cnHopoma Jlewa - HuxaHa

[Mpn cuHgpome Jlewa-HanxaHa neveHue
annornypuHornoMm CornpoBOXOaeTCA CHUXKEHNEM
YPOBHSA MOY€e BOW KUCIOThI (U YMEHbLLEHNEM
NpOoABNEHU Nogarpu4ecKoro apTpura u
OTJIOXXEHUW coren); OH HeEa(EKTUBEH B
OTHOLLEHNN HEBPOSIOTMYECKON CUMNTOMATUKN. Y
L, C rMnepypukosypuen, passmseLuencsa
BCIEACTBME YCUNEeHNA CUHTE3a MOYEBOM
KMCIOTbI de novo UM NPpoOBOAVMOWU
riekapcTBeHHOW Tepanun, Heobxoaumo
noagepXuBarb 4OCTATOMHO BbICOKUIM OObeM
mMo4u c pH 7,0.

JTOro 06bLIYHO JOCTUrAKOT, UCMONb3YA
cbanaHcMpoBaHHbLIE CMECK CONEN, TakNe Kak
Polycitra, KOTOpble 6bonee apdEKTUBHLI, HEM
rmgpokapboHart. BaxHoCTb nogaepxaHunsa pH
MO4M Ha YPOBHE OKOJ10 7,0 NoATBepXgaeTcsa TeM
dpakTom, YTo Npu pH 5,0 pacTBOPMMOCTb
MO4YEBOU KNCIOThbl COCTaBNSAET 150 mMr/n, B TO
Bpem4 Kak rnpu pH 7,0 - 2000 mr/n.
annonypuHorna.




