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buoduxosa A.A, biunosa H.B, MenseneBa A.A, [Tukanosa JI.I1, Kamuonckas E.P
OI'bOY BO Teepckoii 2ocyoapcmeeHHblll MeOUyuHCcKull yHusepcumem Munzopasa
Poccuu

TSEROIDNY LIPOFUSCINOSISAT THE CHILD OF 7 YEARS

Bibikova A.A., Blinova N.V., Medvedev A.A., PikalalL.P., Kamionskaya E.R.
Tver State Medical University

Heiiponanbupiii  niepouanbiii  smnodycuuuos (HLJI) — »sto  rpynma
TFeHETUYECKUX 3a00JIEBaHMM, B OCHOBE KOTOPBIX JIEKHUT HAKOIUICHHE B KJIETOYHBIX
CTPYKTypax HEHPOHOB M JIPYrUX TKaHEH TOKCHUYECKOro MUIMEHTa — JUNoQyciuHa.
[TaToyorust HaciIeayeTCs 10 ayTOCOMHO-periecCuBHOMY TUTTy [1].

Hetiponanpusliii iepouanbil munodycruno3 (HIJT) B coorBerctBum ¢ MKB-10
OTHOCUTCA K KIJIACCy HACIEACTBEHHBIX 3a00jeBaHuMii OOMEHa BEIIECTB, IO
Ha3BaHUEM  JM30COMHbIe  OosiesHn  Hakorienus. HIIJI  xapakrepusyercs
IPOTrPECCUPYIOLIUMU JAETCHEPATUBHBIMA U3MEHEHUSIMH T'OJIOBHOTO MO3T'a, CETYATKH,
CBSI3aHHBIMM C  BHYTPHUKJIETOYHBIMM  HAKOIUICHUSIMH  Marepuala, KOTOpPBII
MOP(OJOTUYECKH XapaKTepu3yeTcs Kak UepouHblil nunodpycuud. CymmapHas
gactota BcTpeuaemocT Bcex dopm HILJI B mupe cocraBmser 1:25000Knuanueckn
00JIe3Hb TMPOABISAETCS aTaKCUeW, MBIIIEYHOW TUNOTOHHEH ¢ (OpMUPOBaHHEM
cru0aTeNbHBIX ~ KOHTPAKTyp  KOHEYHOCTEH,  3pUTENbHBIMH  HAPYIICHHIMH,
MCeBIOOYILOAPHBIM CHHIPOMOM U CUMITTOMATHYECKOU SIMHUIICTICHCH.

B ocHOBe maToreHe3a JIEKHUT HApyLUICHUE  YTWUIM3AllUM [HUTMEHTa
munodycurHa. OH HakaruIMBaeTCsl B TKaHSAX OpraHM3Ma 4YelioBeKa U B HOpPME, HO
ropaszio MeasieHHee. B ciydae HEHpOHATBHOTO LEPOMIHOIO JUMOQPYCIHMHO3a 3TO
HaKOIJICHWE TMPOUCXOJUT CTPEMUTETLHO ¥ TPHUBOAUT K aTpoduu TKaHEH.
JIMONUIMEHTHl  JIOKAJIHU3YIOTCS B KIETOYHBIX OpraHemiax — JM30CoMax,
BBITIOJTHSIONMX (DYHKITUIO YTHIIU3AUN OTPAOOTaHHBIX KJIIETOYHBIX JJIEMEHTOB[2].

eanb uccaenoBanus

N3yunth Makpo- 1 MUKPOCKONIMYECKUX U3MEHEHHUM BHYTPEHHUX OPraHOB IIPU
ITHJI mo maHHBIM ayTONICUHHOTO MCCIIeI0BaHUs peOeHKa /-MHU JIeT.

Martepuajbl 1 METOIbI

[lepBruuHBIE MEAUITMHCKHE TOKYMEHTHI, OATBEPKAaroNIHe (hakT 3a00JIeBaHNS,
aKT CyAeOHO-MEIUITMHCKOTO BCKPBITHS, C TMOCIEIYIONUM PETPOCTEKTHBHBIM
M3y4YEHUEM ayTONICUMHOTO MaTE€pralia C HPUMEHEHUEM TUCTO-XUMHUYECKUX METOIMK.
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Pesyabtarsl [lpu wu3ydenun aHamHe3a 3a00JjeBaHUS ObUIM  BBISBIICHbI
TUNWYHbIC, I8 JAHHOW  MaTOJIOTMHM, KIWHUYEeCKWe  mpossieHus. [lpu
MaKpOCKOITMYECKOM HCCJIEIOBAHUH TOJIOBHOI'O MO3ra, KOHCTATHPOBAHBI CIIEIYIOIINE
OCOOCHHOCTH. YBEJIMYEHHE TOJNIIMHBI KOCTEH uyepema A0 2CM, TOJOBHOW MO3T
3aHuMan 2/3 4depermHol KOpOOKH, pe3kas arpodus KOpbl MOIKEUKa W OOJIBIIUX
MOJIyIIApUNA MO3ra, YYaCTKU JECTPYKLUU B BUJIE 3aMaJI€HUS C BBIPAKEHHBIM OTEKOM
BEIIECTBA MO3ra BOKpYr. IIpU T'MCTOJIOrMYECKOM HCCIEAOBAaHUU TOJIOBHOTO MO3Tra
HaMU OTMEYEHbl — pe3Kas aTpodusi BEIIEeCTBA TOJIOBHOIO MO3ra ¢ JAECTPYKTUBHBIMU
M3MEHEHUSIMUA HEPBHBIX KJIETOK MAaKpOTJIMH, OJUTOACHAPOINIMM OKPYTJSIOMIMXCS U
NEPEXOAUIMX B <3EPHUCTBHIE» WIAPbl, C PE3KUM 3aKPYIVICHHEM HX KOHTYpPOB,
B3yTHEM C HaJUYUEM <«IIbUICBUJHBIX» BKJIIOUYEHHN KOPUYHEBATOIO IIBETA
MIPAKTUYECKH BO BCEX HEPBHBIX KJETKax, a npH okpacke Ha xup Cynanom Il
HaJIM4YMEe JIMIUIHBIX BKJIIOYEHUH B  TEPUBACKYJSIPHO U B CTEHKAX OTAEJbHBIX
COCYZIOB MO3ra, C BBIP@KEHHBbIM Nepu@okanbHbiM oTekoM. [lo apyrum opranam —
HEPaBHOMEPHOE KPOBEHAIIOJIHEHHE COCY/I0B, TUCTPODUH.

BoiBog U3yunB HapymieHuss OOMEHa JIMIIOMUTMEHTOB Ha KOHKPETHOM
MpUMepe, Mbl MOXKEM CKa3aTh, UYTO KIMHUYECKHUE MPOSIBICHHUS JaHHOW MATOJIOTUU
TECHO CBSA3aHbl C U3MEHEHUSMH MPOUCXOIAUIMMU HA MUKPOCKOIIMYECKOM YpOBHE, a
MMEHHO. HaKOIUIeHHE TUTMOQYyCIIMHA B HEPBHBIX KIETKAX BENET K WX THOEIU U TeM
caMbIM K aTpo(uu KOpbI TOJOBHOTO MO3Ta, ¢ 0osee BhIpaKEHHbIMU U3MEHEHUSIMU B
KOpEe MO3XKEYKa, YTO KJIMHUYECKU TMpPOSBISIETCS B BHUJAEC AaTaKCUU, HAPYIICHUS
KOOpJIMHALIUM JIBMXKCHHS, KOHTPAKTypaMH KOHEYHOCTEW. Y4YacTKu JECTPYKIMU B
BUJIC 3allaJIeHUH B BEIIECTBE KOPbI TOJOBHOIO MO3ra SBIISIOTCSA CIEICTBHEM
KOHTY3WOHHBIX YyIIMOOB TIPU CHUMIITOMAaTHYECKON OIHIIETICHU, KOTOpas Bceraa
COTIPOBOXAAET JTaHHOE 3a0ojeBaHue. Pe3koe yBennueHne TOJIIMHBI KOCTEH ueperna
MOXHO pAacCUEHUBATh KaK KOMIICHCATOPHYIO PpEAKLUUI0O OpraHu3Ma Ha 3aluTy
BELIECTBA MO3ra MpH SMUJIENTUYECKUX TMPUIATKAX, a TaK Ke JJIs YMEHbIICHHUSA
CBOOOJHOTO 00BEMA Yeperna MpHU BbIPaKEHHOH aTpo(duu KOPhI TOJIOBHOT'O MO3Ta.
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