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Bonesnp Bunbcona—KoHoBanoBa — HaciieayemMoe N0 ayTOCOMHO-PELIECCHBHOMY THITY 3a00JieBaHue, BbI3BAHHOE MYTAlLUAMH IeHa
ATP7B. TIpn MyTanusax yKa3aHHOTO reHa MPOMCXOJIUT HApyLIeHHe TPAHCIOPTA MeU, YTO MPUBOJUT K ee HAKOIUIEHHIO B KJIETKaX
NeYeHH M HelPOrINM TOJI0BHOrO Mo3ra. Hakonsienne Mequ B HEPBHOI TKaHM HAO0II0AAaeTCS B EPHOJ OT NEPBOro 0 MATOrO JAecs-
Tiierus xu3nu. Kpome Toro, mpu atom 3a0osieBaHMM CTpajsaeT MeTado/u3M Keje3a, KOTOPOe HAKAIIMBAETCA B ACTPOLUTAX
" Makpodarax. Hakomienne yKa3aHHBIX METAJUIOB MPUBOIUT K MOPGOIOrHIeCKAM N3MEHEHHAM [IHAJBHBIX KJIETOK: H3MEHEHHIO
(hopmb1 acTponuTOB, hOPMUPOBAHHUIO MPOMENKYTOYHBIX TUIIOB MUKDOLINH, YBEJHYEHHUIO ee PA3MePOB M OTEKY OJIUTOJEHAPOLTHH, A B
TSKEJBIX CIIY4asiX — K yMEHbIIEHUIO YMC/Ia Hef{POHOB U AeCTPYKIMH MHEJMHOBBIX HEPBHBIX BOJOKOH.

Karoueswte caosa: demu, 6one3nv Buavcona—Konosanosa, 2010610l M03e, HaKOnAeHUe Medu U dceae3d, 8UOOUMeHeHHble acmpo-
Yumot, 0eCMpyKuuss MUCAUHA.
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The Wilson—Konovalov disease is the autosomal recessive hereditary disease caused by ATP7B gene mutation. With the mutations
of the gene specified, the copper transport is disrupted, which causes its accumulation in the liver cells and neuroglia of the brain.
The copper accumulation in the nervous tissue is observed in the period from the first to the fifth decade of life. In addition, this
disease affects the metabolism of iron, which accumulates in the astrocytes and macrophages. The accumulation of these metals
leads to the morphological changes in the glial cells, as follows: changes in the shape of astrocytes, formation of the transition types
of microglia and increase in its size, and edema of the oligodendroglia, and in the severe cases, the decrease in the number of the neu-
rons and destruction of the myelinated fibers.
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I ;OJ‘IGSHB Bunbcona—KoHoBaioBa — HaclienyeMoe  He B IMOJHOW Mepe OTpaxaeT XapaKTep KIMHMYECKUX
10 AyTOCOMHO-PELIECCUBHOMY THITy 3a00JieBaHME,  TPOSIBIEHMI W TedyeHHe OOJIE3HM, TaK KaK IIpu Hel
O0OYyCJIOBJIEHHOE T€HETHUYECKM JIETEPMUHMPOBAHHBIM  IIOPAXEHUIO II€YEHU HEPEIKO COIYTCTBYIOT HEBPO-

HapylieHrueM oOMeHa Meau U ee M30BbITOYHBIM HaKOII-
JICHWEM BO BHYTPEHHMX oOpraHax (TpeuMyIIeCTBEeHHO
B TMEUYEHW) U HEPBHOUW TKaHU (B OCHOBHOM B CTPYKTY-
pax rosioBHOro Mmo3ra) [1]. BmepBble KIMHHUYECKYIO
KapTUHY 3TOro 3abosieBaHus omucan B 1912 . amepu-
KaHckuii HeBposior S. Wilson, ocHOBBIBasiCh Ha KJIH-
HUYECKUX TMPOSIBJICHUSAX Yy o0O0CHeaI0BaHHbIX MM 12
nmauueHToB [2]. TlepBoHauasbHO naHHOE 3abojeBa-
HUE Ha3bIBAJIOCh <«TeTMAaTOJEHTUKYJISIpHAs Heipoe-
reHepauusi», HO TM03Ke YCTAHOBWIM, YTO 3TO Ha3BaHUE
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JIOTUYECKUE CUMITOMBI, TIOSIBJIEHUSI KOTOPBIX MOXKHO
ObLTO OBl M30eXaTh MPU CBOEBPEMEHHOM Ha3HauYeHUU
afmekBaTHOM Tepanuu [3]. BriociencTBun HaydHbIe CBe-
JIeHUsI O TlaToreHe3e, MAaTOMU3NOJOTUU W KIMHUYE-
CKMX TIPOSIBIEHUSIX 3a00JieBaHUS OBIINM CYIIECTBEHHO
pacIMpeHbl U JOTIOJTHEHBI TAKUMM HCCIIEI0BATEISIMU,
kak H.C. Hall, A.G. Bearn u H.B. KoHoBanos, nocien-
HUW 1 TIPEIJIOXWIT Ha3bIBaTh 3TO 3a00JieBaHUE «TeTaTo-
nepedpanbHOI muctpodueit» [4].

Hakomnnenue menu npu 6osie3nu Bunbcona—KoHo-
BaJoBa CBS3BIBAIOT C NEe(PUIIMTOM WU TTOJTHBIM OTCYT-
CcTBHEM TpaHcropTupytomiero menb ATdaszHoro mpo-
TenHa P-Tuma, BbIpabaThHIBAEMOTO B TIEPBYIO OYepedb
B KJIETKaxX TIeUeHW. DTOT TPOTEUH Y 3MO0POBBIX JTIOACH
CITOCOOCTBYET TPAHCIIOPTY MeAW B KOMIUTEKC [OJbIKU
M 3aTeM €€ BBICBOOOXIECHMIO JIM30COMaMM B Xemdb [5].
CuHTEe3 yKa3aHHOTO mnporenHa KoaupyeT reH ATP7B,
MyTallMi KOTOPOTO TPUBOMAT K POXICHUIO HeTei
¢ 6onesnpio Bunmbcona—Konosanosa [6, 7]. K HacTosI-
1eMy BpeMeHu ornucaHo 6osiee 500 pa3iMuHbIX MyTalUid
rena ATP7B [8].
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Yacrota BBISIBJICHUSI MAllMEHTOB C JaHHBIM 3a00-
JeBaHueM coctapisier 1 caydait Ha 30 Tbic. neTei,
poauBIIuXcsl XKUBbIMU [9]. Mytauus reHa ATP7B peru-
crpupyetcss B ogHoM ciiydae Ha 90—150 yemoBek [10].
3abosieBaHUE BCTpeUYaeTCs TOBCEMECTHO 1 C OIMHAKOBOM
YACTOTOM y My>KUMH U XeHIluH [11]. Knunuueckue npo-
SIBJIEHUST 00JIe3HU OOBIYHO OOHAPYXKMBAIOTCSI B BO3pAcTe
8—16 neT m XapaKTepU3yIOTCsS CUMIITOMAMU TTOPasKEHUS
nedyeHu [11]. M30bITOUHOE KOMMYECTBO MEIM, HAKarUIM-
BaeMoe B reraroluTax, 3JIMMUHUPYETCS B KPOBb, a 3aTeM
OTKJIaJIbIBAETCS B CTPYKTYpaX rOJIOBHOTO MO3Ta, MPOKCH-
MaJIbHBIX U3BUTHIX KaHAJIbIIAX MOYEK U TUMOE pOTOBUIIbI
m1asHbIX 070K [12]. HeBposornueckasi cuMnromMaTruka
y MAlMEHTOB, HE IMOJyJYaBIIMX HEOOXOAUMOTO JICUCHMUSI,
BBISIBJISIETCS B IIIMPOKOM BO3PACTHOM JIMaria3oHe: OT mep-
BOTO U IO TISITOTO AecATuaeThs Xu3nu [13]. Bmecte ¢ TeM
B 50% ciydaeB 1e0IOT HEBPOJIOTUUYECKOM CUMIITOMATUKI
COBITaJIaeT C AMATHOCTUPOBAHUEM LIMPpo3a nedeHu [ 14].

B coBpemeHHO# JuTepaType CBEIEHMSI O IaTo-
reHese [15], kMMHUYeCKUX TposiBIeHMsAX [16] m maro-
MopdoJIoTUYeCKOll ~ KapTWHE TOpakeHWi  IeYeHU
npu 6os1e3Hu Buibcona—KoHoBaoBa M310XeHbI 10CTa-
TOYHO TIOJTHO [17], a onmmcaHusT BO3HUKAIOIINX ITPU 3TOM
3a00JieBaHUM MOP(HOJOTUUECKUX M3MEHEHUH B TOJIOB-
HOM MO3re pa3po3HeHbl M HE CUCTEMaTU3MPOBAHBI.
B cBs13m ¢ 3TMM B Hacrosieir padoTe MbI 00OOLIMIN
JIOCTYITHbIE HaM JIaHHbIE JIUTEPaTypbl O COJAEPXKAHUU
MEIM M Xeje3a B TOJIOBHOM MO3Te TalMeHTOB ¢ 0oJie3-
Hbi0 Bunbcona—KoHoBasoBa n maroMopdosiornyeckmx
U3MEHEHUsIX, KOTOpble OOYCJIOBJEHBI HapylIeHUEM
MeTaboJIM3Ma 3TUX MUKPO3JIEMEHTOB.

HakonneHue mepu v xxenesa B CTPyKTypax
roJIoBHOro Mmo3ra npv 6onesHu BunbcoHa—
KoHoBanosa

KoHueHTpamuss Menyu B 00pa30BaHUSIX TOJIOBHOTO
MO3ra U CIIMHHOMO3TIOBOM XUJIKOCTHU 10 CPaBHEHUIO CO
3I0POBBIMU B3POCJBIMU Y TIAIIMEHTOB C 00JIE3HBIO Buiib-
cona—KonoBasioBa ysenmuuBaetcst B 10 pa3 [18]. Oo61ie-
MU3BECTHO, YTO BBICOKOE COJepXaHWE MEAU JaeT TOKCH-
yeckuit 3(pdekT n nmaryOHO BO3AEHCTBYET Ha (PYHKIIMKU
HE TOJIbKO OTIEIbHBIX CTPYKTYPHBIX 3JIEMEHTOB HEpB-
HOI TKaHU, HO W BCEil LIEHTPaIbHOW HEPBHOI CUCTEMBI.
B uccnenoBanusix in vitro, Ha 1a00PaTOPHBIX KUBOTHBIX
U1 Ha ayTOTICMIHOM MaTepuajie MOoKa3aHO, YTO M30bITOK
MEeIX MOXET MOBPEXIaTh KJICTOUYHBIC DJIEMEHThI U1 MHU-
LIMMPOBaTh BOCMAJIMUTENIBHYIO pEakUMI0 TPU TOMOIIU
pa3IMYHBIX MEXaHMW3MOB, TaKUX KakK T[OBpeXIeHUe
MUTOXOHAPUI, OKUCIUTEIbHBIN CTpecc, TMOBpEXIeHNE
KJIeTouHoil MemOpanbl, ciiuBaHue JHK u mHrubupo-
BaHMe pepMeHTAaTUBHLIX TIpolieccoB [19]. Bmecre ¢ Tem,
MpU XPOHUYECKON WHTOKCUKALIMM MEIbI0 aCTPOLIMThI
MOTYT YacCTMYHO OKa3bIBaTh OydepHOoe MNpoTUBOICii-
CTBUE MOHAM 3TOTO MMKPORJIEMEHTA, aKTUBUPYSI CUHTE3
[JIyTaTMOHA, KOTOPBIN OIMOCPENOBAaHHO CTHUMYJIUPYET
MepeHoC MeIU B METAUIOTUOHEUH — TIETITUJL U3 TPYIIIThI
HU3KOMOJIEKYJISIDHBIX OEJIKOB C BBICOKHMM COJepXKa-

HUEM IIMCTEeNHa, KOTOPbI CITIOCOOEH TTPOBOAUTH IETOK-
cukaumio menu [20]. Kpome TOoro, M3BeCTHO, YTO TIpU
XPOHUYECKOM WHTOKCUKALIMU MENbI0 yBEJMINBAETCS
KOJIMYECTBO aCTPOILIMTOB UM OHU TIpeTeprieBaloT Mopdo-
JIOTUYECKUEe W3MEHEHMsI, OJHAKO TakXe I10Ka3aHo,
YTO CMOCOOHOCTH aCTPOLIMTOB OKa3bIBaTh Oy(epHoe Mpo-
TUBOJICMCTBUE NOHAM MM He Oe3rpaHUYHa.

Ilpu Gonesnu BuibcoHa—KoHoBanoBa menb penko
HakarJIMBaeTcss B HEPBHBIX KJIETKaX, HO ee OOHapy-
JKUBAIOT B OJINTO-2-TIO3UTUBHBIX TJIMATbHBIX KJEeTKax
MpU IBOMHOM MMMYHOTUCTOXUMHUYECKOM OKpAIlBaHWH.
OueBUIHO, YTO OJMTOAEHIPOLIUTHI Hanboyiee YyBCTBU-
TebHBI K TOKCUYHOCTU MEIM, TaK KaK caMble paHHHE
rnokasarejin Teperpy3ku Meblo OTIETbHBIX o0pa3oBa-
HUIl TOJIOBHOTO MO3ra — 3TO TMAPOIMYECKOe Halbyxa-
HUE MMEJIUHOBBIX 000JIOUEK UM JeMueauHuzauus [16].
TloBpexneHre MuearHa Ha paHHEM 3Tare MOopaXeHUs
TOJIOBHOTO Mo3ra Tipu 6osie3Hu Bunbcona—KoHoBasioBa
MOATBEPKACHO W MPWXKU3HEHHO C TTOMOIIBI0 MATHUTHO-
pesoHaHcHol Tomorpaduu (MPT) [21].

TokcMyHOCTL Meau Yy TAlUMEHTOB C OO0JIE3HBIO
Bunbcona—KoHoBanoBa MoXeT ObITh OOyCIOBIEHA
He TOJbKO neduumToM TedeHouyHoro ATMa3Horo mpo-
tenHa P-tuna, Ho u apyrumu dakTopamu [22], cBsI3aH-
HBIMU ¢ MyTalusiMu reHa ATP7B, B 4aCTHOCTH ¢ Jnedek-
TOM CHUHTe3a KymnpodepMmeHTa IepynoruiasMuHa [23].
B cBsI3M ¢ 3TUM anolepynoruia3aMuH — 1LepyJIoTIa3MUH
0 MIPUCOENVHEHUSI MOHOB MeAu, OBICTPO pasjaraercs
M €ero CIIOCOOHOCTb CBSI3BIBaTh W TPaHCIIOPTUPOBATH
MOHBI MEIM CYIIECTBEHHO CHUXXAeTCs, YTO ObLIO TOMI-
TBEPXXIEHO KakK B 3KCIEpUMEHTEe Ha J1abopaTOpHBIX
JKUBOTHBIX, Y KOTOPBIX MOJCIMPOBAIN O0Jie3Hb Buib-
coHa—KoHoBaJsioBa, Tak U y MallMeHTOB ¢ JaHHBIM 3a00-
JIeBaHMEM: B 000MX Cydasix 3aperdcTpupoBaHa HU3Kast
KOHIIEHTpAI1sI ChIBOPOTOUYHOTO 1iepyJoruia3MuHa [24].

BwmecTe ¢ Tem rokazaHo, UTO HEBPOJIOTMYECKUE CUMIT-
TOMbl TIpu OosiesHn BunbcoHa—KoHoBamoBa Moryt
OBITH OOYCIIOBJIEHBI HE TOJIBKO MOBPEXICHUEM HEPBHOM
TKaHU BCJIEJICTBUE IKCTparenaTuyeckKoil TOKCUYHOCTU
MeIu, HO U TIPY pa3BUTUH TTeYeHOUHOM dHIIehaTonaThu,
XapaKTepu3yleics HaKOIJIEHUEM B KPOBU HEMPOTOK-
CUYHBIX BEIIECTB, KOTOPbIE Y 37I0POBBIX JIIOJEH YTUIN3U-
PYIOTCS B TIeYeHU, HATTpUMeEpP TaKMX, KaK aMMHUaK U Map-
raserr [25].

Kpowme Toro, naHHbIe TUTEPATYPhl CBUAETEIbCTBYIOT,
YTO TPU paccMaTpuBaeMoM 3a00JIeBaHUU B CTPYKTY-
pax roJIOBHOTO MO3Ta MOXET HaKarlJIuBaThCsl HE TOJbKO
Menb, HO U kese3o [18]. Tak, y mauuneHTOB ¢ 60JIe3HBIO
Bunbcona—KoHoBasioBa ¢ HEWpOINCUXUYECKUMU pac-
crpoiictBamu criomotiblo  MPT 0ObLIO ycTaHOBJIEHO,
YTO TUIMOWHTEHCUBHBIE OO0JACTM TOJOBHOIO MO3Ta,
BbisiBIeHHbIE Ha T,*-B3BEILIEHHBIX U300paXeHMUsIX,
B YaCTHOCTU B CKOpJyIie W OJIeTHOM Iape, KOppeau-
pOBaJIM C TIOBBIIIEHHBIM COJEpPXKaHUEM 3Kelie3a, a He
menu [26]. ABTOpBI OTMEUAalOT, YTO HAa MUKPOCKOITH-
YEeCKOM YpPOBHE THITOMHTEHCUBHBIA MarHUTHO-PE30-
HAHCHBI CUTHAI OBLT CBSI3aH C HaJIMYKMEM YacTHII,
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WHTEHCUBHO OKpAIIeHHBIX Ha XeJIe30 U PeppuThH. DTO
HaOMofAeHue ObLJIO TOATBEPXKACHO TOJ0XUTETbHOM
KOppessaieil MexXay JoKalu3alueid TUTTOWHTEHCUB-
HBIX obOJlacTeit, BoIsiBIeHHBIX Tpu M PT, 1 konnyecTBeH-
HOI IEHCUTOMETpHUEl OKpaIIMBaHUsI 3TUX XKe CTPYKTYP
TOJJOBHOTO Mo3ra 1o TypHOymy, KOTOpoe TO3BOJISLIO
OTpeieNiITh Hauboyiee TIOTHBIE XeIe30MOJIOKUTETb-
Hble yacThIbl. COrTacCHO MHEHUIO aBTOPOB TTOHKEHUE
MarHUTHO-PE30HAHCHOTO CHUTHAJla B 3TUX CTPYKTypax
TOJJOBHOTO MO3ra MOXKET YKa3biBaTh Ha YBEIMYEHHOE
qucsio (aromuToB ¢ OOJBIINM COAEpKaHUEM Kejesa.
B3anMocBsI3b Mexkay HelpomereHepamueili W yBEJH-
YeHUEM KeJIe30CoAepKalnX (arouTapHBIX KIETOK
ObUTa TOKA3aHa U paHee IPYTUMHU aBTOPAMHU, HO €€ MpU-
YUHBI ¥ TTOCTEACTBUSI OCTAIOTCS 0 KOHIIA HE BBISICHEH-
HeiMHU [27]. Bo3MOXHO, 4TO Makpodaru nepeMeiaTcs
yepes MOBPEXACHHBIN reMaTosHIIeGaTndecKuii bapbep
B 00JJACTM TOJIOBHOTO MO3Ta C TOBBIIIEHHBIM COIEP-
KaHUEM KeJie3a JJISI TOTO, YTOObl pa3pylInTh OoraThie
JKEJIE30M OJIUTOACHIPOIUTHl M HEUPOHBI WJIM Hapy-
IIATh TPAHCTIOPT XeJe3a. [Ipeamnonaraercs, 4To Xeae30
MOXET OBITh TIPUBHECEHO W3 APYTMX OPTAHOB KeJIe30-
comepXaluMu  (haroUTapHBIMU KJIETKAaMH, KOTOpPbBIE
MUTPUPYIOT B LIEHTPAJbHYIO HEPBHYIO CUCTEMY Ha TIPO-
TSDKEHUM BOCITAJIMTENIBHON peaklUu, COMPOBOXAAIO-
mIeii HelipogereHepamuio [28].

KpoMe Toro, :keae30 MOXET HaKaIllJIMBaThCs
B acTpOLMTax MNpW IUCHPYHKUIWU LepyJoria3MuHa,
YTO, KaK yXe OTMeYajoCh, XapaKTepHO s OOJe3HU
Bunbscona—KonoBanoBa. XKene3o MoxXeT ocaxmaTbes
B GOJIBIIOM KOJUYECTBE B 1e(HhOPMUPOBAHHBIX U MHO-
rosIIepPHBIX PEaKTUBHBIX acTpouutax [29], HO 3TOT
adekT He gBasgercss crneuu@UUHON peakiueit
IJIS allepyJIoTuia3MUHEMUM TIpU 3TOM 3a00JieBaHUU,
TaK KakK eTo BBISIBJISIIOT U MPU APYIUX HellpomereHepa-
TUBHBIX 3a00eBaHuax [30].

CrenoBaTeIbHO, MOXHO YTBEpPXKIaTh, UYTO WOHBI
MeIU, M, B YaCTHOCTH, T€ U3 HUX, KOTOPbIe HAaKaTlJIMBa-
I0TCS B acTpOILMTaX, MEePBOHAYAIbHO NEWCTBYIOT TOK-
CMYHO Ha CTPYKTYpHI TOJIOBHOTO Mo3ra. HakoruieHue
MOHOB XeJie3a TakKe MOXKET CITOCOOCTBOBAThL Pa3BUTHUIO
aCTPOLUTAPHON AUCHYHKIUKM TIpU HelpoaereHepa-
TUBHOM TIpoliecce, JIeXallleM B OCHOBe 6oyie3HU Buiib-
coHa—KonoBasioBa. B To ke Bpemst moBpexneHne HepB-
HOI TKAHU TP 3TOM MATOJOTHU CBA3BIBAIOT HE CTOIBKO
C acTpOLMTApHOU ITMCOYHKIIMEH, CKOJTbKO C yBeaude-
HUEM B Hell 4Hhclia XeJe30CoAepXKalnX Makpodaros.
Bo3MoXHO, 4TO TIepeHachlllleHne acTPOLIUTOB MOHAMU
KeJie3a OyaeT ocnadisiTh CTOCOOHOCTH aCTPOLIMTOB K UX
CBSI3BIBAHUIO U B pe3yJIbTaTe peakKTUBHAs (popma kejaesa
MOXXET BBICBOOOXIATHCSI W y4aCcTBOBAaTh B pPeaKIUsX,
aHaJormyHbIX peakuun POentona [31], a 310, B CBOIO
oyepeb, MOXKET CITOCOOCTBOBATh MOBBIIIEHHOMY 00pa-
30BaHUIO0  OKHUCJIUTEIbHBIX CBOOOIHBIX pPaIMKalloB
U TIOBPEXIEHUIO UMM HEellpoHOB [32]. 3aKOHOMEpHBIM
CJIeICTBUEM TAKOTO Tpoliecca OyaeT akKTUBaIsI MaKpoO-
daros.

Ob30Pbl JINTEPATYPbI

Mopdonoruyeckue u3aMeHeHUs CTPYKTYp
roJIOBHOro Mo3ra npu 6one3Hu BunbcoHa—
KoHoBanosa

WccnenoBanue ayTOTNCUMITHOTO MaTepualia TOJIOB-
HOTO MO3ra y OOJIbHBIX JAHHBIM 3a00JIeBAHUEM BBISB-
JIIET  CYIIECTBEHHBbIE MOPMOJOTUYECKUE U3MEHEHMS
(B 75% cmyyaeB) B 6a3abHBIX sIIpax TOJOBHOTO MO3Ta,
B YaCTHOCTM B CKopJiyrne (putamen), KOTopasi 0ObIYHO
CMOPIIIMBAETCsI, pas3Msryaercss U obecliBeUuMBaeTCs:
KOpPWYHEBOE OKpalllMBaHUE MEHSIETCS Ha KeJITOBaToe.
ATpoUIECKUM U3MEHEHUSIM TTOABEPracTcsl He TOJIBKO
CKOpJIyTla, HO W XBOCTaTO€ SIAPO, TajaMmyc, BapoJiieB
MOCT W cpemHuii Mo3r. Kpome Toro, arpodudeckue
W3MEHEHUsI BBISIBIISIOT B OJIEAHOM Iape, MWHIAIWHE
1 9epHOM BeIleCTBE, a B TUIIOKAMIIE M MO3XKEYKe HX
He oOHapyxkuBatoT [33, 34]. B HaubGosee TSKeNbIX Ciy-
Yasx B CKOPJIyIe OOHApYKMBAIOT HEKPOTUIECKIE M3Me-
HEHUsI, TIPU 3TOM HEKPOTUYECKYIO TTOJIOCTh OKPYXKatoT
HarpyXeHHbIe 3KeJle30M Makpodaru [26]. 3HaYUTETBHO
pesxe TToI00HbIe U3BMEHEHHUSI BBISIBIISTIOT B Tajamyce, 3y0-
JaToM snpe W OeJIoM BellleCTBE TOJIOBHOTO Mo3sra [35].
MuKpoCKOMYeCcKOe UCCIeIOBaHUE CTPYKTYP FOJIOBHOTO
Mo3ra Tipu 6ose3Hn Buibcona—KoHoBagoBa Mo3BossieT
OTPENIeTUTh pa3pekeHre KIETOYHBIX 2JIeMEHTOB HEPB-
HOM TKaHW pa3TWYHONM WHTEHCUBHOCTH, aCTPOIUTHI
¢ aHOMaJIbHOM MOp@OJIOTHE, TTOTEpI0 MUEMHA, BbIpa-
6aThIBAEMOTO OJIMTONECHAPOLIMTAMU, W HarpyXeHHBIE
JKeJae30M MakKpodaru, pacrojioXKeHHbIe B LEHTPaTbHOMN
YacTU Ceporo BellecTBa 0a3aibHBIX raHrIneB. OOHapy-
JKUBAIOTCSl KPYITHBIE aCTPOLIMTHI ¢ aHOMaJIbHOM Mopdo-
snorueit (actpornust Anbureiimepa I u Il Tunos, kiueTku
OnanbcKoro).

PeakTBHBIE acCTpOLUTHI, Ha3bIBa€MBIE ACTPOTIUEH
AunblreiiMepa I ThIma, — 3TO yBeJIMUYeHHBIE B pa3Mepax
KJIETKW ¢ LUATOIIa3MOM, YYBCTBUTEIbHOM MIJIST UMMYHO-
OKpallMBaHUSI Ha KUCJbIA TAMO(GUOPUIUISIpHBIN Oel0K
1 METAJIOTUOHEWH, B KOTOPBIX TUCTOXUMUYECKU BBISB-
JISIIOT OTJIoXeHusT Menu [36]. KimeTku acTporiuy AJbIi-
reiimepa Il Tuma uMeEIOT yBeJIMYEHHBbIE OJIETHO OKpa-
IIMBaeMble siipa W HEeOOJBIINX Pa3MEpPOB ITUTOTLIA3MY.
SImpa TaKWX TMTAaHTCKUX acTPOTIUATbHBIX KJIETOK MOTYT
B 6 pa3 TIpeBbIIIaTh pa3Mepbl HOPMAJIbHOTO TIMATBHOTO
simpa. VI3MeHeHUsT 3THUX KJIETOK B Mpoliecce 3a00JIeBaHUs
MPOXOIAT MOCEIOBATEIbHbIE CTATUN: TUTIEPTPODUST Tel
KJIETOK, yBeJIMYeHNe 1 AedopMaLius siaep, 3HaUUTeTbHasT
nedopmanus saep U GopMUPOBAHUE ISP CO CIOXKHOMN
CTPYKTYpPOIi; pa3pyllIeHue SAepHO MeMOpaHbI, pacTiiaB-
JIEHUE siipa, UICYe3HOBEHUE SIIEpHO MeMOpaHbl U ¢par-
MEHTaI1sI HEUPUTOB.

Kiterkn Omanbckoro Takzke XapaKTepHBI 1T 00JIe3HN
Bunbcona—KoHoBanoBa 1 TOMOJIOTMYHBI KJIETKAM AJTbIT-
reifimepa, Tak Kak U TIepBbIe M BTOPbIE OTHOCSTCS K acT-
pountaMm [17]. Kietku OmnajabCcKoro MMEIOT TMPU3HAKU
HaOyxaHUs M OMUCHIBAIOTCS MOP(MOIOoraMu KakK KJIETKU
¢ «ImeHucToil uwmroruiazmoii» [37]. Knetku Aunbiireii-
Mepa | Tura o6HapyKMBAIOT UCKITIOUUTETHBHO B CTPYKTY-
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pax CKOpPJIYITbl, TOTJa KaK KJaeTku Ajblreiimepa II tuna
HaXOJAT He TOJbKO B CKOPJyIe, HO U B IPYTUX OGa3ajib-
HBIX TAHTJIMSIX, U 3HAYUTELHO peXke — B KOpe TOJIOBHOTO
mosra. Knetrku Omnanbckoro pacnpeneieHbl audgy3HO
B ckopayre. Knetku Anbireiimepa Il Tuma xapakrepHbl
JIUIST paHHEH CTaINK acTPOTIMATIBHOTO OTBETa U UX KOJIU-
YeCTBO HAaMOOJIbIIIee CPEIN BCEX TPEX TUIIOB aCTPOIIUTOB
¢ aHoMmasibHOW Mopdosorueii. Knetku Anbureiimepa
I Tuma n knetrku OnaabcKOro OOHApPYXKWBAIOT TOJBKO
Ha TIO3IHUX CTaausx 3aboeBanus. [1o JTaHHBIM JHUTEpa-
Typbl, OOpa3oBaHUE KJIETOK AJblireiiMepa rnpu 00Je3HU
Bunbcona—KoHoBanoBa He  SIBIsIeTCS  CJIEICTBUEM
MOBpEXIECHNST HEUPOHOB W W3MEHEHUS acTPOLIMTOB
BO MHOTHX CJIy4asix He COIMPOBOXIAIOT W3MEHEHUS
B HelipoHax [38].

Ilpu ©Gonesnu Buibcona—KoHoBamoBa, Hapsay
C BHIOU3MEHEHHBIMU KJIETKAMU aCTPOTJIUU, pEeru-
CTPUPYIOT MOPMOJOTUYECKUE W3MEHEHUST MUKPOTJIUU
U MUETMHOBBIX BOJIOKOH. KJIeTKM MUKPOTIVU TP 3TOM
3a00JIeBAaHUM YBEJIMYEHBI B pa3Mepax U JeMOHCTPUPYIOT
B OCHOBHOM TIPOMEXYTOUHBIE (DOPMbI, HATTOMUHAIO-
Iye Kak TaJOYKOBUIHBIM THUI, TaK W Pa3BeTBICHHBIN
u aMeOouaHbIN ee TuIbl [39]. HepBHBIE BOJIOKHA, KOTO-
phIe TIPOXOAST Yepe3 dYedeBHileoOpa3Hoe Sapo, (PopMU-
PYIOT 3y0uUaTo-KpacHOSIAEPHBIM M MOCTOMO3KEUYKOBBIN
TpakThl, pazpexeHsl [37]. [ucronornyecku 3To MpoOsIBIIS -
eTcst 6JIeTHBIM OKpalllMBaHUEM MUEJTMHA, YTO, KaK MoJjia-
raroT, CBSI3aHO C €TO JECTPYKILMEN U YBeTUIeHUEM JuciIa
Makpodaron. JleMrenMHU3aIMs BOJIOKOH MOCTa MOXET
00ycyioBIMBaTh (DOpMUPOBAHUE TATOJIOTUYECKUX M3ME-
HEHMI, HaNOMWHAIOIIMX ULEHTPAJIbHBIM TMOHTUHHBIN
MMEJTMHOJIN3, KOTOPBI XapaKTepU3yeTcs OTEKOM MUe-
JIMHOBBIX 000JI0UEK, a TIPU TPOTPEeCCUPOBAHUU TIPO-
1ecca — X pa3pbIBOM U pa3pyleHUEM.

Mopdonaornaeckum U3MEHEHUSIM Helporauu
npu Oosesnu BunabcoHa—KoHoBamoBa B OOJBIIMH-
CTBe CJIyJ4aeB COMYTCTBYET IMATOJIOTUSI HEMPOHOB, KOTO-
past TIpOSIBIIIETCS] aKCOHAJBHBIM OTEKOM U 00pa3oBa-
HUeM aKcOHaJbHBEIX cepounon [40]. Yucio HelipoHOB
YMEHBbIIIAETCSI TP TSKEIbIX popmax 3aboneBaHus [41];
KaK M acTPOTJINO3, YMEHBIIEHWEe WX YUCIa PETUCTPU-
PYIOT B 0a3aJIbHBIX TAHTJIUSX: CKOPJIYIIEe, XBOCTATOM SIIpe
n OnegHOM 1mape [42].

B HayuHOIT TIepMOIMKE OIMMUCBLIBAETCS CXOICTBO
oone3nn Buibcona—KoHoBaoBa 1 10BEHWJIBHOTO TIap-
kuHcoHu3Mma [43]. TlomoOGHOe CcXOnCTBO OOBSICHSIETCS
T€M, YTO TIPM IOBEHWIBHOM TIAPKUHCOHM3ME, KaK |
npu Oone3nn BunbcoHa—KoHoBasioBa, y mnaiyMeHTOB
B JIETCKOM M TIOAPOCTKOBOM BO3pacTe MOKET BBISIB-
JIATBCS CUMITTOMATHKA TIOpaXKeHUsT JKCTparupaMUIHON
cucteMbl. BmecTe ¢ TeM mmatoMopdoiornyeckrie n3MeHe-
HUS B TOJIOBHOM MO3Te TIPH IOBEHUJTLHOM TTapKUCOHU3ME
B TEPBYIO Ouepedb CBSI3aHBI C TOPAKEHUEM YEPHOTO
BeIlleCTBa TOJIOBHOTO MO3ra, a He ¢ TOopaXXeHHeM CKOp-
JIynibl U XBoctaroro sifapa [44]. Kpome Toro, B orimuue
ot O6osiesHn Buiibcona—KoHoBanoBa, 11 00BEHUJIBHOTO
MapKUHCOHM3Ma HeXapaKTepHO MopaXkeHUe TTeYeH!.

B nutepaType TakKe paccMaTpUBAETCS CXOICTBO
6one3Hn Bunbcona—KoHoBanoBa (B ciiydasix MO3IHETO
YCTAHOBJIEHMSI TMarHo3a) u 0ose3Hu AublireiiMepa [45].
DTO CBSI3aHO C TeM, YTO YKa3aHHbIe 3200 1eBaHUST KITMHU -
YECKM XapaKTepHU3YIOTCS HapyIIeHUSIMU B TICUXWYECKOI
(KOTHUTUBHBIE W TIOBEIEHUECKUE PAcCTPOMCTBA) U JIBH-
raTeJIbHOW (IMCTOHUSI, TPEMOP W Ipyrasi CUMITTOMATHKA)
cepax, a UX OMOXMMHMYECKHE KOPPEISTHI — Hapylle-
HHeM MeTabonm3ma Memu [46]. CXOICTBO MEXIy STUMHU
3200JIeBaHUSIMU  YCUJTMBAaeT OOHApyXKeHHe JIOKYCOB BOC-
NPUUMYMBOCTHA K Oone3Hu Ajblreiimepa B reHe ATP7B,
T.€. B TOM Te€He, MyTallii KOTOPOTO OOYCIIOBIUBAIOT JIVC-
(GYHKIMIO TpaHCIOpTa Meau Tipu Oone3Hu BuibcoHa—
Konosamnosa [47]. B To e BpeMs maTomMopdojiornaecKkast
KapTHHA YIMOMSIHYTbIX 3a00JIeBaHU CYILIECTBEHHO pa3/iu-
yaetcst: st 6one3Hn Bubcona—KoHoBasioBa Hexapak-
TEPHBI YMEHBIIICHNE YK CIa HEHPOHOB B CTPYKTYPaxX KOPBI
TOJIOBHOTO MO3Tra U aTpoduiyeckrie N3MeHEeHHs B 0a3alib-
HBIX TAHIMSX, TOTJa KakK Tpu Ooe3Hu AJblreiiMepa
YMeHbBIIIEHHE YHWCia HEMPOHOB PETMCTPUPYIOT B KOpe
JIOOHBIX M TEMEHHBIX JOJIei, a HEHUPOHHBIE CTPYKTYpPHI
0a3abHBIX TAHIJIMEB B OOJIBIIMHCTBE CIy4aeB OCTAIOTCS
nHTakTHBIMU [48]. Kpome Toro, ripu 60s1e3Hu BuibcoHa—
KonoBaioBa B 0a3ajbHBIX TaHTJUAX HAXOMAT BHUIOM3-
MEHEHHYIO acTpOIJIMIO, B YacTHOCTH KieTku Omnalb-
CKOro, a Tpu 0osie3HM AJbIreiiMepa MOJOOHBIX KJIETOK
B CTPYKTypaX TOJIOBHOTO MO3ra He BBIABISIOT. Hapsimy
¢ 5TUM (PopMUPOBaHKE AMUJIOMIHBIX OJISIIEK U yBeIrue-
HUE B HUX KOHIIEHTpAIlUU IBYXBAJIEHTHON MeIN — M3Me-
HEHMsI, XapaKTepHble s Ooyie3Hum AublreiiMepa [49],
npu 6oe3H1 Bunbcona—KoHoBanoBa He 0OHapyKMBAIOT.

B coBpeMeHHOI JUTepaType M3Jaraetcs TUITOTe3a,
0OBsICHAIONIAST OTJAWYUSI B HapylIeHUM OOMeHa MeIu
npu ynoMsiHyTeix 3abosneBaHusix [50]. CornmacHo 3Toit
runore3e npu OosesHu BunbconHa—KoHoBanoBa pas-
BUBaeTCs o0O0Ilee TepeHachlllieHne KIeTOK TeYeHU
COeTMHEHUSIMHA OJHOBAJICHTHOM MeI, TTOCTYMalOIIUMU
W3 TPAHCIIOPTHOW CUCTEMBl KHIIEYHMKA C KpPOBBIO
yepe3 BOPOTHYIO BeHY, a TIpu 0oJie3HU AJbLreiiMepa —
TOKCUYECKOe TMOpaXkeHue CTPYKTYp TOJOBHOTO MO3Ta
MOHAMU JBYXBAJCHTHOW MeIU, KOTOPOE MPOUCXOAUT
B pe3yJIbTaTe TOTO, YTO OHU TMOCTYMAIOT B KPOBb, MUHYS
CHCTEMY BOPOTHOI BEHBI.

CregoBatebHO, HECMOTPS Ha TO YTO TIpU OOJIE3HU
Bunbcona—KoHoBanoBa u 6oyie3HM AsblireiiMepa BbIsIB-
JITIOT CXOJIHYIO TICUXOHEBPOJIOTUYECKYIO CUMITTOMATHKY,
OOYCJIOBJIEGHHYI0O ~ HeWpOIereHepaTUBHBIMU  U3MeHe-
HUSIMU, 3TH 3a00J1eBaHUS — pa3HbIe IO HO30JIOTMYECKIM
XapakTepuCTUKaM, TaK KaK TaTo(U3N0JIOTUIeCKHe
MeXaHU3Mbl U MaToMOp(hOJIOTUUECKUI CyOCTpart, Jexa-
1€ B OCHOBE KaXXIOro M3 HUX, CYIIECTBEHHO pa3jiu-
YaloTcs.

3akniovyeHue

TakuMm oOpa3oM, aHaJIM3 JIUTEpPaTypbl  TIOKa-
3aJI, 4YTO TIOBpPEXIEHUE CTPYKTYpP TOJOBHOTO MO3ra
npu 6one3nn Buibcona—KoHoBasoBa MoOXeT BCTpe-
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YaThCsl B IIMPOKOM BO3PACTHOM JMAra3oHe: OT MePBOTO
U JIO TISITOTO AECSTUIIETHS XXU3HU. B To ke Bpemst HeBpo-
JIOTUYECKUEe HapyIIeHMs, acCOLIMUPOBaHHBIE ¢ 00Jie3-
Hblo Bubcona—KoHoBanoBa, B OOJBIIMHCTBE Cy4yaeB
He ITUarHOCTUPYIOTCS B IETCKOM M TMOAPOCTKOBOM BO3-
pacre [51]. HauBaxHneiiue ycinoBusi 3GEeKTUBHOCTA
Tepanuy, Ha3HaYaeMoil TallMeHTaM TIpU 3TOM 3aboJie-
BaHUU — CBOEBPEMEHHOCTh IMATHOCTUKU HEBPOJOTHYE-
CKUX HapyIIEHUI ¥ Hayaio Tepallii B paHHEM Bo3pacTe,
B TOM YHCJie B TIeprojie HOBOPOXKIAeHHOCTH [52]. B cBsi3u
C OTUM HayuyHble 3HAHUS O TMaTOreHe3e TMOBPEXKICHUIA
TOJIOBHOTO Mo3ra Tipu 6osie3nn Bunbcona—KoHoBanoBa
U TTaTOMOP(OIOTMUECKOM CyOCTpaTe 3TUX TTOBPEKICHUIA
JIOJKHBI MPEACTABIIATh OCOOBIM MHTEpEC AJIs CIelraii-
CTOB B 00JIaCTU HEMpoTeauaTpuu.

Ipn sTom 3aboseBaHMM B 0Opa30BaHUSX TOJIOB-
HOTO MO3ra HapyllaeTcsi He TOJbKO TPAHCIIOPT MEIU,
HO M MeTabonm3M XeJie3a. PesyiabraT MOgOOHBIX Hapy-
IIEHWI — HaKOIJIEHWe METaJUIOB B KJeTKaxX HEeUpOTIuu
(Meaum u kenesa), a Takxke B Makpodarax (kesesa),
MWTPUPYIOIINX B HEPBHYIO TKaHb BCJIEICTBUE 3KCTpa-
SHIeDaATNIEeCKUX  HapyIIeHWd,  COMPOBOXIAIOIINX
HelpoaereHepaTUBHBIN Mpoliecc. ACTpoluTapHast Iuc-
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