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Pestome

B aHHOM NUTEpaTypHOM 0630pe MPeACTaBNEHbI COBPEMEHHbIE MPEACTABNEHUS O HACTIEACTBEHHbIX HEPOAETeHepaLAX C
HaKOMMEHIEM XKENe3a B MO3Te — FeTeperoHHON rpynne HacneaCTBEHHbIX 3a60NEBaHNI, B OCHOBE KOTOPOIA NEXMT HapylLIgHIe
MeTaB0nn3Ma Xeneaa i 0TNOXEHNE ero B Pa3nuyHbIX CTPYKTYPaX roN0BHOMO MO3ra C Pa3BUTIAEM NaTONOrMYECKX U3MEHEHHA.
OnucaHbl OCHOBHbIE M HANGOMEE YacTO BCTPEYAIOLLLECS KIMHMYECKNE (HOPMbI, X 3TOMATOTEHETUHECKUE U MONEKYNSPHO-
FEHETUYECKUE ACMEKThI, @ TAKXKE BO3MOXHbIE BADUAHTbI NIBYEHNS.

KnioyeBble CNOBa: HeilpofereHepaLyuy, HacneACTBEHHbIE HelipOLereHepaLyy, MeTabonuam xenesa

Summary

This literature review presents a modern understanding of hereditary neurodegenerations with iron accumulation in the brain - a
heterogenous group of hereditary diseases, based on a violation of iron metabolism and its deposition in various brain structures
with the development of pathological changes. The main and most common clinical forms, their etiopathogenetic and molecular

genetic aspects, as well as possible treatment options are described.
Key words: neurodegeneration, hereditary neurodegeneration, iron metabolism

Beepnenue

Heiliponerenepauun ¢ HakoIUIEHHUEM XKee3a B MO3re
(HH>XXM) npencraBistror coOoi KIMHMYECKH U TeHETHYe-
CKH T€TepOTeHHYIO TPYIITy HACIEACTBEHHBIX 3a00IeBaHMI C
Ype3MEpHBIM OTIIOKEHHEM JKelle3a NPEUMYIECTBEHHO B Oa-
3aIbHBIX FaHMIHAX. Ha ceropHsmnIamii 1eHb BBIIBICHBI CIIEMy-
forre popmel HHXKM: maHTOTeHKHHA3a acCOIMUPOBAHHAS
neiiponerenepanus (PKAN); docdomumaza A2 accormupo-
BaHHas Helponerenepamus (PLAN); Oera-mponesiepHbIi
Oenok-accoruupoBanHas Heliponerenepauus (BPAN); Heid-
pozereHepanusi aCCONMUPOBaHHAsA C OETKaMH MHTOXOH/PH-
anpHOi MeMOpansl (MPAN); HeliponereHeparys, CBsI3aHHasI
¢ runpokcunasoi xupHbIX kucior (FAHN); weiipodeppu-
THHOIIATHs, alepyioria3MuHemMus, 6one3ns Kygop-Pakeo,
CoASY-nporeuHn-accoluupoBaHHas Heiipoaerenepanus [1].

[lo snmpemuonoruyeckoir xapakrepuctuke HHXM
SBISIIOTCSL YIBTPA-PEAKUMH 3a00JICBAaHUSIMUA C COBOKYITHOM
pacnpoctpanerHocTsio MeHee 1 Ha 1 000 000 genosek. [Ipu
9TOM CaMbIMHU YaCTHIMU BHYTPY JaHHOH IPYMIIBI SBISIOTCS 2
nHozonorun: PKAN, xoropast cocrasmsier 35-50% ot oOreit
maccel HHXKM 1 PLAN, BcTpeuaromiasicst y 20% nanueHToB
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[2]. Ans GonpurmaCTBa (OPM TaHHOH Tpymmbl 3a00IeBaHMA
XapakTepHa MaHU(ECTALHs B ISTCKOM H HOIPOCTKOBOM BO3-
pacTe ¢ KIMHHYECKHMH IPOSBICHUSIMHI B BHUJE IUCTOHUH,
MapKHUHCOHM3MA, MHPAMHUIHBIX PACCTPONCTB, KOTHUTUBHBIX
mucyaknuii [3]. B nmanHOM 00630pe OymeT paccMOTpeHO
mate opm HHIXKM: maHTOTEeHKHMHA3a accOMUpOBaHHAs
Heitponerenepanus (PKAN); dochonunaza A2 accoruupo-
BaHHas Heliponerenepanus (PLAN); HeiiponereHepanusi, ac-
COLIMMPOBaHHAsA ¢ OeJIKaMU MHUTOXOHIPUAIBHONH MeMOpaHbI
(MPAN); HetipoheppuTHHOIATHS U alePyIOIIa3MIHEMUSI.
OtnonaroreHes3. M3BecTeH MIMPOKHMH CHEKTP MaTONO-
THYECKUX COCTOSIHHUI, IPH KOTOPBIX IPOUCXOAUT HAKOILIE-
HHE JKele3a B OTAeNTaX MO3ra, OT HeHpomereHepaTMBHBIX
3a0oNIeBaHMi IO TPaBMAaTHYECKHX MOBPEKACHHN T'OJOBHOIO
Mosra. TeM He MeHee, BCe OHU XapaKTepPHU3yIOTCS CXOTHBIMHI
l'[aTO(bI/ISI/IO.]'lOFI/I‘leCKI/lMI/I U3MCHCHUAMHU MW KIMHHYCCKUMU
HPOSIBIICHUSIMU. Pa3nudust B CHMIITOMAaTHKE IIPU OTAENIBHBIX
HO30JIOTHSX MOTYT OBITh OOBSICHEHBI HPEUMYILECTBEHHOM
JIOKaJIM3aliell HaKOIUICHHUS JKeJle3a B CTPYKTypax roJIOBHOTO
MO3Ta, CKOPOCTBIO M BBIPQKEHHOCTBIO ITATOJIOTUYECKHUX H3-
MeHeHu [4]. MHOXeCTBO pa3IM4HbIX MOJIEKYJI IPUHUMAIOT
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HEBPOJIOIAA

ydactue B MeTabonu3Me JKeje3a B Opranu3Me, B TOM YHCIIe U
B TOJIOBHOM Mo3re. Tak, K OCHOBHBIM N3 HUX OTHOCSTCS Tell-
CUIUH, TpaHc(eppHH, (epporOpTHH, IBYXBAJICHTHBIA Me-
taymorpancnoptép (JIMT-1) u ux penenropst [5]. encuaun
— OCHOBHOH PETYISTOP U HHTUOUTOP BBICBOOOXKICHHS JKelle-
3a, CeKpETUPYEMBIH IIeYeHbI0 B OTBET Ha psi ctumyos (MJI-
6, mumononucaxapusl, mporend HFE, Beicokoe conepxanue
KOMIUICKCOB TpaHC(eppruHa C TPEXBAJCHTHBIM JKEIIE30M).
OCHOBHO}#1 ero (yHKITHEH SBISETCS CHIYKEHNE YPOBHS JKelle-
3a B opranmsme [6]. Tpancdeppun, ¢pepponoptus u JMT-1
BEITIOJTHSIOT POJb IIEPEHOCUHMKOB JKelie3a. YPOBHH JKCIIpec-
CHM BBIIICYKAa3aHHBIX COEAUHEHHH PETyIHPYIOTCS XKEIe30-
3aBucuMbIMu dneMentamu (IRE) u xxeneso perynstopHbIMU
nporenHamu (IRP) [7]. B HopMme xene30 3amacaercs B TKaHIX
B cocTtaBe (eppuTHHA (OCHOBHOE JCIO) M HEHpoMeTaHnHA
(mpenMytIeCTBEHHO B UYepHOH cyOcTanimu). Hekotopsle Be-
IIeCTBAa UMEIOT BCIIOMOTaTeNbHOE 3HaYeHHE B METaboNn3Me
xene3a. OIHUM M3 HUX SIBIISIETCS LEPYIIOIIIa3MHH, KOTOPBIN
crnoco0eH CBs3BIBaTh (eppONOpTHH (NMEPEHOCUUK Kene3a
K OOJBIIMHCTBY KJICTOK OpraHM3Ma, BKJIIOYash HEHPOHBI U
aCTPOLUTHI) W BBI3BIBATh KOHBEPCHIO JBYXBAJIEHTHOTO XKe-
ne3a B TpEXBaJCHTHOE Omaromapsi cBoeit (eppoKchmaasHOU
aktuBHOCTH [8]. Benok mpemmecTBeHHUK Oera-aMuiIona
(APP) — emé ogno mogobHoe coequHeHue. Ero pons 3axito-
yaercs B cTabumusanuu (HepporopTHHA, YTO COCOOCTBYET
MOCTYIUICHUIO keNie3a B HelipoHs! [9]. [lokazaHo, 4TO HOBBI-
IIEHHBIE YPOBHHU 1iepyJoriazMuHa u APP criocoOHBI Oka3bl-
BaTh HEHPOIPOTEKTUBHBIN (P(EKT MPH HAKOIUICHUH XKee3a
NP TpaBMaTHYECKOM MoBpexaeHun Mo3ra [10]. Hapymenune
M000T0 U3 3BEHBEB METa00JIM3MA JKelle3a MOXKET CTaTh MpH-
YMHOI HAaKOIUICHHMS *eje3a Kak B FOJOBHOM MO3Te, Tak U B
JIPYTUX OpraHax W TKaHsAX, 4TO, B CBOIO Ouepelb, CIOCO0-
CTBYeT YBEIMYCHHIO 0Opa3oBaHUS CBOOOAHBIX PAIHUKAIIOB,
TIPUBOJIS K Pa3BUTHIO OKCHAATUBHOTO CTpeCCca, IEPEKUCHOMY
oxuciernio mununos (I10J), arperamun 6enKkoB 1 B UTOTE K
rubenn kietok [11]. CymecTByeT siBHast CBA3b HAKOIJICHUS
JKene3a ¢ pa3BUTHEM HEHpoIereHepaTHBHBIX 3a00JeBaHUM.
M36BITOUHOE OTIIOKEHHE XKeTie3a 0OHAPYKUBACTCA B YSPHOH
cyocrannuu npu 6ose3nu [lapkuucona [12], compoBoxkaa-
eT y4JacTKu o0pa3oBaHHUs OeTa-aMIIOWAa W HEHpopuOpmIiI-
JSIPHBIX KIyOKOB Tay-TIPOTEHHA MpHU Oose3Hn AublreiiMepa
[13]. Hakonnenue xene3a B JoaMHHEPTHICCKUX HEHPOHAX
BBI3BIBACT JUCQYHKIMIO ayTodarum M noTeHuuupyer ¢op-
MHpOBaHUE CKOIUIEHUH o-cuHykieuHa [14]. Kpome Toro,
JKEJIe30 CIIOCOOHO YCWIIMBATH arperanuio OeTa-aMHiIonzaa
[15]. Hakonnenue >xene3a B MO3re U IPOLECCHl HEHPOBO-
CHaJIeHus OKAa3bIBAlOT B3aWMOMNOTCHIUHPYIOMUH 3PQEKT.
Bocnanurenshsle nutokussl (B ocHoBHoM MJI-6 1 ®HO-a)
1 JIUIOTIONNCAXaPUIBl YBEITMUNBAIOT 3KCIIPECCHIO PEIIENTO-
POB TpaHCHOPTEPOB kene3a [16], 94To crocobCTByeT ero Ha-
KOIUICHUIO, a TIOCIIeJHee Yepe3 HHAYKIUIO OKHUCIHTEILHOTO
cTpecca BEeAET K MOBPEKACHHUIO KIETOK MO3Ta M Pa3BUTHIO
BocrasieHust. bonee Toro, xene3o crocoOHO HaNMpsSMYyIO I1Oo-
BBIIATh aKTHBHOCTH NFKB U BBI3BIBaTh BEIPaOOTKY MPOBOC-
HAJIUTENbHBIX IUTOKMHOB MUKporuel [17]. K ocHOBHBIMU
aTo(pU3NOIOTHIECKUMH MEXaHI3MaMU IIPH HelpoereHepa-
THBHBIX 3a00/I€BAHUSAX C HAKOTUICHUEM JKEJIe3a B MO3Te MOXK-
HO OoTHecTU okucnutensHslil crpecc u IIOJI B coueranuu ¢
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MHTOXOH/JIPHATBHON AUCQYHKIMEH, arperamuio OenkoB, a
TaKKe TMOTEHLUMUPYIOUIEEe NEMCTBUE NPOBOCHAIUTEIbHBIX
areHTos [16].

[TaHTOTEHKMHA3a aCCOLIMMPOBAaHHAs HEHPOAETeHEpaLUs
(PKAN). 3aboneBanmue, Takke H3BECTHOE paHee Kak 00Ie3Hb
T'annepBopaena-Illnarina BeposiTHEE BCEro MNpPeACTaBISLIO
coboii B cerogusgeM nouuMannu PKAN, Ho BkiIouaao B
cebs u mable popmbl HHXKM. Ha PKAN npuxoautcs okono
[TOJIOBHHBI BCeX MaiueHToB, 6oapHeIXx HHMK. T'en, oTBeT-
CTBEHHBIH 3a JaHHYyIO (opMy 3a00JIeBaHMsI IMEeT Ha3BaHHE
PKAN?2 u xogupyeT maHTOTEHKHHA3Y 2, KOTOpasi B CBOIO 04e-
pens hochopunupyet BuTaMuH BS, N-lTaHTCHOMII IIUCTEHH U
MAHTETOMH Ha MEPBOM KIIIOYEBOM 3TAIe PEryNAun OUOCHH-
Te3a KO3H3UMa A, U, CJIeJOBaTelIbHO, UIMEET Ba)KHOE 3Haye-
HHE JUIS TPOMEKYTOUHOTO U METabOoIM3Ma YKUPHBIX KHUCIIOT
[18]. dnst knaccuueckoit PKAN xapakTepHO BO3HUKHOBEHHE
HavaJbHBIX IPOSBICHUH 3a00JIeBaHMs 10 IECTHIICTHETO BO3-
pacta, B cpegaeM B 3 roga. IIpeseHTyromumu cumMnToMamu
yale BCEro SABJISIOTCS AMCTOHMS B HOTax C HapylleHHEM
MOXOJKH WIIM XK€ AW3apTpHUs W PUTHIHOCTh. BoBieuenne
HMpaMMILHOﬁ CHUCTEMBI NPUBOAUT K CIHACTUYHOCTU U IIPO-
SIBIICHUIO CHIMIITOMA Pa3rHOaHMs OOJIBIIOTO IMaNbIa CTOIBL
YacTo 1aHHBIE CUMIITOMBI COIPOBOXKIAIOTCS] yMCTBEHHOM OT-
CTAJIOCTBIO WJIM 3a/I€PKKOIl B pa3BUTHH, JUcIIpakchel. Tede-
HHE 3200JICBaHUS MOXKET OBITh XapaKTePH30BAHO MIEPUOAAMHU
CTPEMUTEJIBHOTO YXYIIICHUS COCTOSIHUA U OTHOCUTEIBHOH
crabmmpHOCTH. CIOCOOHOCTH CaMOCTOSITENEHO TEpeIBU-
ratbcs MU 3TOM TepsieTcs B cpenHeM 3a 10-15 siet o Hava-
na 3a6oneBanus [19]. THITMYHEIM AT KIACCHIECKOH (hOPMBI
TaKOKe ABISIETCS HANMYUE TUTMEHTHON peTHHonaTHu. Tem He
MEHee, OrpaHWYEHHs], BBI3BaHHBIE TIOPAKEHUEM 3PHTEIIHHOTO
anmapara, Topasio OTCTA0T Ka4eCTBEHHO OT TEX, YTO BBI3Ba-
HBl MOTOPHOH AUC(YHKIMEH B CICICTBUM JTUCTOHMU U CIa-
crrnaHocTH. AtnnmaHas PKAN xapakrepusyercss MO3THHM
HavajoM, yacto B 20-30 net. JJoMUHHPYIOIUM CHHAPOMOM B
KIIMHHKE JAHHOH (hOPMBI SIBIISICTCS] HAPKHUHCOHU3M, TIPOSIBIIE-
HHS KOTOPOTO HapacTaioT CO BpEMEHEM B Pe3yNbTaTe qacThu4-
HOH IIporpeccupylomei yTparsl (GpyHKIMN IAHTOTEHAT KH-
Ha3bl 2. KpoMe Ha3BaHHOTO CHHAPOMA, paHHHE MPOSBICHUS
MOT'y BKJIIOYaTh B ce0sl Takke HEHPOIICHMXHATPUYECKHe pac-
CTPOMCTBA U AUCTOHUIO. PaccTpolicTBa peuu npu aTUIHMYHON
PKAN Taxxe NpHUCYTCTBYIOT, M BBIpaXKatoTcs B BUJIE AU3ap-
TpHH, TUIIO(OHUH, TATMIaIUU U 3aukanus. Cpeau HeHpor-
CHXMaTPUYECKUX PACCTPONCTB, BBIBISIEMBIX y MAalUEHTOB
¢ PKAN, nanGonee 4acTBIMH SIBJISIFOTCS HMITYJIbCHBHOCTD U
00CcecCHBHO-KOMITYTb.CHUBHOE PacCcTpPOiCcTBO. B ¢Bsi3u ¢ aTM
HEKOTOpbI€ TTALUEHThI ¢ OKOHYATeNbHBIM auarHo3oM PKAN,
M3HAYaJIBHO OBUIM AMAarHOCTHPOBAHBI C CHHApOMOM Typet-
Ta WIK UHBIMH IICUXUATpHYecKUMHU HozosorusiMu [20]. ITpu
nopospenun nuarHoza PKAN, kak u npu apyrux HHXM,
HelipoBusyanuzanys B Buae MPT sBisercs metonoM Beibopa
B IMarHOCTHKE. XapaKTepHOH 0COOEHHOCTEIO B IAHHOM CITy-
4ae ABISIOTCS «I71a3a THTPa» - THIOMHTEHCUBHBIA ONeHBIN
11ap ¢ 04aroM rUIepUHTEHCUBHOCTHU B LIEHTPE Ha KOPOHAJIb-
HBIX U aKCHAJBHBIX cpe3ax T-2 B3BEIIEHHOTO H300paKeHHsI.
Taxxe y HekoToporo ymcia nanueHtoB ¢ PKAN moxer 00-
Hapy>KHBaThCSI JONOTHUTENBHBIH THUIIOMHTEHCUBHBIA odar
B YEpHOH cyOCTaHINH, yKa3blBasi Ha HAKOIUICHHUE XKele3a B
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JaHHOH cTpyKType. «[71a3a TUrpa» MOTYT HE BBISBISTHCS, B
cirydae poseneHuss MPT Ha ciunikoM paHHe# ctaanu 3a00-
JieBaHus. JlMaMeTpasbHO NPOTUBOMONIOKHO 3TOM CUTyalUuu
SIBIISIETCS paclInpeHne 00JIacTH THIIEPUHTCHCHBHOCTH B CBSI-
3M C YCIWICHHONW aKKyMYJISINH jkene3a B mo3re [21]. 1o mo-
SIBJICHHSI BO3MOXXHOCTH KaueCTBEHHOH HEWpPOBH3yaIIM3aLliH,
nuarno3 Bcex HHMOK craBuiics mocMepTHO MpH ayTOIICHH,
Ha KOTOpOﬁ BBIABJIAJIAC PIKABO-KOPUYHEBasA IMMHUIMEHTALWA
Oi1eHOTO MIapa M PETUKYIIPHON 30HBI YepHOI cyOCTaHIMN.
OCHOBHBIM KOMIOHEHTOM JIaHHOTO TIMTMEHTA SIBIISIETCS XKe-
ne3o. Eme ogauM Mopdonoruueckum kommnoneHToM PKAN
SBISIOTCS cepouanHble Tenpla (HaOyxmme akCcoHBI), 0OHa-
py)KHBaeMble KaK B NMAJUIMAOHUTPAIBHOIN cUCTEMe, TaKk U B
CepoM U OeJIOM BelIeCTBE TKaHHU TOJIOBHOTO Mo3ra [22]. Bob-
mue ceponaHbsle 00pa3oBaHus OKPAIIUBAIOTCS MIPU UCCIIe-
JIOBaHUH Ha COAEpXKaHHe YOMKBUHTHHA, a Majble CHEepOor bl
MOKAa3bIBAIOT MOTOXKUTEIBHBIN Pe3ynbTaT MpH MOUCKe OelKa-
npeamecTseHHuka amuiaounaa [21]. Jleuenue PKAN nHa ce-
TOIHAIIHUN JEHb ABIACTCS CUMIITOMAaTHYeCKUM. MHbeKmn
0OTYJIOTOKCHHA, aHTUXOJIIMHEPIUYECKHE CPelCTBa, OEH30/H1-
Q3CNUHBI, HHBIE CIIa3MOJIMTHUKH HANpaBICHB! HA KOPPEKIIUIO
JUCTOHUH M CHACTHYHOCTH. Takke KIaCCHYECKYIO TEeparuio
MOXKHO CONPOBOXKAATh NIyOOKOW CTHMYISIMEH Mo3ra, pe-
3yABTaThl KOTOPOH MHOTOOOEIIAIONIN. YTPOXKAIOIINUM COCTO-
STHHEM SIBIISI€TCS IUCTOHUYECKHUI KPU3HC, Teparusi KOTOPOro
KpalfHe CIIOJKHA M MaJIOM3ydYeHa, BCICACTBHE MAaIOro 4mcia
OIMCaHHBIX CiTy4yaeB. lcciemnoBaHMs B JaHHBIH MOMEHT Ha-
MIPaBJICHBI Ha MOMIONHEHUE 3allacoB KOYH3MMAa A B KIIETKE B
00X071 KJITFOUEBOTO perymsiTopHoro dgepmenra. PaspaboTka u
MIPUMEHEHNE JaHHBIX METOIOB MO3BOJUT IPOJIUTH CBET HA
OoJiee TOHKHUE HIOAHCHI TedeHus Oonesnu [ 18, 20].

PLAN (PLA2G6-associated neurodegeneration), Tak-
JKe M3BECTHAsI B PYCCKOSA3BIYHOM nuTeparype kak HHXXM2
— BTOpas IO 4YacTOTe HACJEACTBEHHas HeWpolereHeparus
C HaKOIUICHHEM JKelle3a B MO3Te, SBISIETCS KpalfHe pPeaKknM
3aboNeBaHNeM C PAaCHpPOCTPAaHEHHOCTHIO MPHUOIU3UTENBHO
1:1000000 wenomek [23, 24]. 3aboneBaHHEe CBS3aHO C MY-
taiueit B rene PLA2G6, n0KaJn30BaHHOM B XpOMOCOME
22q13.1 u xomupymolleM LUTO30JbHYI0, KaJbLUH-HEe3aBU-
cumyto ¢ochomumazy A2 (iPLA2f). Iocnenusis sBnser-
csl 4acThio cemeiicTBa Gocdonumnas A2, OTBETCTBEHHBIX 3a
THAPONU3 almiIbHON menw (ocdomumuaos B sn-2 moioxke-
HUM, YTO IIPUBOJIUT K BHICBOOOXKIECHHIO CBOOOAHBIX KUPHBIX
KHCIIOT 1 Ju3odocomumuaos [26]. depuuut iPLA2 moxer
BJIMSITh Ha CBOMCTBA KJIETOYHBIX MEMOPAH C N3MEHEHHEM UX
TeKy4eCTH, IPOHUIIAEMOCTU U HOHHOI0 roMeocrasa [27, 28].
Knaccudpuxanus PLAN ocHoBaHa Ha Bo3pacTe Hadaja 3a00-
neBaHus. Takum 00pa3oM, BBLACSIOT MIIAJCHYECKYIO, JeT-
CKYIO H B3pociyto popmbl 3a0oneBanus [25]. MnageHuecKuit
BapHaHT Pa3BUBACTCSA B BO3PACTHOM MPOMEXKYTKE OT 6 Mec
10 3 net. JlanHas hopMa OTHOCHTCS K KITACCHIECKOH MIIaJIeH-
YecKoi HelpoakcoHanbHOU auctpoduu. Knmauueckue mpo-
SIBJICHHE MIPEJICTABIICHBI IIPOTPECCHPYIOIIEi ICHXOMOTOPHON
3aJepXKKOH, OTCTaBaHHEM B Pa3BUTHH, TMIIOTOHHEH M MpO-
IPECCHPYIOLIMM CIIACTHYECKUM TeTparnape3oM. XapakTepHO
OBICTpOE IPOTpecCHpoBaHHe 3a00NeBaHUs, TIPH ITOM IIOSIB-
JAeTCS PSiI APYTHX CHMIITOMOB: aTpodusi 3pUTEIBHOTO He-
pBa, cTpabu3M K HUcTarM. B TepmMuHanbHON cTagun 6osie3HH
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OCHOBHBIMH TIPOSIBICHHSMH SIBIISIOTCS TIPOTPECCHPYIOIINE
KOTHUTHBHBIC HAPYLICHHs B COUYCTAHUU C yXyIIICHHEM (II0-
Tepei) 3peHHns U TSHKENION CIIaCTHYHOCTHI0. B GonpmmHCcTBE
CllydJaeB JIETalbHBIM MCXOJ HACTyHaeT B MEPBOM JECATHIC-
TUY XU3HH nanueHtoB [24]. [erckas ¢popma PLAN xapak-
TEpU3yeTCs BBICOKIM pa3sHOOOpa3nueM MPOSIBICHUN W TaKxkKe
W3BECTHA KaK aTHITUYHAs HeHpOaKCOHANbHAs AUCTPOQHS.
TlepBble mposBICHUSI BOSHUKAIOT B BO3pacTe oT 1 10 6 et
3a0oneBaHue MPOrpecCHpyeT MEHEE BBIPAKEHO B PaHHEM
JIETCKOM BO3pacTe B OTIMYHME OT MiaJeH4Yeckoi (opMmer. B
HavanbHOH cTaauu OONE3HH BCTPEYAIOTCSl TAKUE CHMIITO-
MBI, KaK aTaKcusi, HapyllleHUEe MOXOJKH, 3aJIepXKKa peUH WU
pa3BuTHe ayTHCTHUecKHX 4epT. [IposBnenHus mosgHero me-
puoaa 3a0oNeBaHMsl CYIIECTBEHHO HE OTJIMYAIOTCS OT TeX
JKe Tpu MianeHdeckoi ¢popme. B3pocmeiit Bapuant PLAN
nwin PLA2G6-3aBucumas JUCTOHHUS-NApPKUHCOHU3M (CHH-
JIpOM JWCTOHHH-TIAPKUHCOHHM3MA) Pa3BHBAETCS B IO3THEM
MOAPOCTKOBOM HJIM BO B3pOCJIOM Iepuoze Xu3Hu [29]. 3a-
OoneBaHHME TIPOSBISETCS BBIPAKEHHBIMH KOTHUTHBHBIMHU
HApyIICHUSIMH, TIPU3HAKAMH TOPaKEHUS IHPaMHIHOTO
TPaKTa, PUTHIHOCTBIO, TPEMOPOM, OpaavKUHE3NeH, I1a30/-
BUTATEIBHBIMU M TICHXHUYECKUMH paccTpoiicTBamu [25, 30].
OCHOBHOE MECTO B HHCTpYMEHTaIbHOU quarnoctuke PLAN
3annMaetT MPT. XapakTepHo HakoIUICHHUE Jkele3a B OliefHOM
mrape (“mia3 TMrpa” OTCYTCTBYET) M B MEHBILIECH CTETeHH B
yepHo# cyOcraniuu. I[Tomumo storo, Ha MPT Hepenko 00-
HapyKuBaeTcst arpodust Mozkeuka. [Ipn AuCTOHUK-TTApKUH-
coHusMe u3MeHeHuss Ha MPT Gosnee BapraTUBHBL: BEPOSTHO
oOHapyXeHHe JIOOHO-BHCOYHOH aTpoUu U IOpaKeHUs Oe-
JIOTO BEMIECTBA, B HEKOTOPBIX CITy4yasX HAKOIUICHHUE JKelle3a B
CTPYKTypax MO3ra He BBIBIISICTCS] WM IIaTOJIOTUUCCKHUE H3-
MEHEHUS OJTHOCTHIO OTCYTCTBYIOT [29, 31, 32]. OcHOBHBIMHU
MpU3HaKaMu, Mo3BoystoMME auddepenimposars PLAN
ot PKAN, sBisitoTcs orcyTcTBre “Tiasa turpa” Ha MPT u
oOHapyxeHnue tenen Jlesu [29, 32, 33]. B xauecTtBe Tepanuu
PLAN wmoryt npumensartscs npenaparst JI-JJODA [30, 32],
Kak MpaBUIO, MPU CHHAPOME AMCTOHUM-TIAPKUHCOHH3MA
WM MHBIE CPEACTBA CIIOCOOHBIE 3aMEUTUTh IIPOTPECCHPOBa-
HHE 32007IeBaHNsI U YMCHBIIUTH BBIPAKEHHOCTh CHMIITOMOB
(aHTUXOJNIMHEPTrU4eCcKue, I'AMK-
eprudecKue MpenapaTsl u Ap.). Bo3MoXXHBIM HampaBiIeHHEM

AHTUXOJIMHICTEPA3HBIC,

B sieuenun HHXXM u B wactHoctu PLAN moxeTr cuurarbcs
XeJaTaIMoHHasl TePaIus ¢ UCIOIB30BaHNEM TAaKUX IIperapa-
TOB, Kak: aedepokcum, aedepurnpor u aedepasupokc [34-
36].

Heiipodeppurunonaruss (HHXKM-3) — xpaiiHe pen-
KO€ ayTOCOMHO-JIOMHHAHTHOE 3a0oJieBaHMe, XapaKTepu3y-
fonieecss MO3IHUM HadanoMm. B oOmieit crpykrype HHXKM
3aHuMaet He Oonee 1%. IIpuunHON 3a001€BaHUA ABIAIOTCS
MYTaIiH B TeHE, KOAUPYIONIEM JIETKYIO eI MOJIEKyIbI (ep-
putuna (FTL 1) 1 pacmonoxenHom B xpomocome 19q13 [38].
Ha ceronusimnuii nens u3BectHo 10 MyTanuid, MpUBOASIIUX
K PasBUTUIO HEWPOPEPPUTHHONATHH, OOJTBIIMHCTBO M3 HHUX
JIOKaJIM30BaHbI B 4 9K30HE H, KaK IPAaBUIIO, COIPOBOXKIAIOTCS
C/IBUTOM paMKH cuuThIBaHMSA. DeppuTnH — rerepononmumep-
HbI Gertok, cocrosiumii u3 Tsokenoi (H) u nerkoit (L) cy0n-
enuHuI. Ero QyHKIMS — NemOHNpOBaHUE XKelne3a B TKaHIX
OpraHmu3Ma, OJHa MOJIEKYyJIa MOJKET XpaHuTh okojo 4500 ato-
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MoB xene3a [39]. Myrtanuu B rere FTL 1 BbI3pIBaroT ymmu-
HeHue C-KoHIA JIETKOH Ienu (eppuUTHHA, YTO yXyHmaeT e
B3aUMOJICHCTBHE C TSKENION IIEMbI0 M CHUXKAET CIIOCOOHOCTh
CBA3BIBATh U JIEIOHUPOBATH kene3o [41]. B pesynbrare npo-
HCXOMT MATOJIOTHIECKOE HAKOIUICHUH JKeJIe3a U BKIIFOYEHHI
(eppUTHHA B pa3IMYHBIX yYacTKaX MO3ra, IPeUMYIeCTBEeH-
HO B 0a3anbHBIX TaHTIUAX. M30kITOUHOE comepkanne Fe2+
UHIYLHpPYeT NPOAYKLUHUIO CBOOOAHBIX paaukanoB [40], uto
B COYETAaHWH C MHUTOXOHJPHATILHON MUCOHYHKIHUEH SBISCTCS
npuuuHO Helpoxaerenepauuu [37]. HelipodeppurnHonarus
00BIYHO MaHH(ECTUPYET B BO3PACTHOM IIPOMEXKYTKE OT 2-TO
JI0 5-TO JNECATUIETHs XU3HH, CPEAHUH BO3pacT Hayaja 3a-
6oneBanus — 40 ner [37, 38, 42]. B OonbIIMHCTBE CiiydacB
oOHapyXuBaeTcs cemeliHas ucTopus 3aborneBaHus [38, 42].
Jnst HefipoeppUTHHOIIATHH XapaKTEPHO MTOCTEIIEHHOE MPO-
rpeccHpoBaHUe, B Hadane OOJNe3HH HapymIaloTcs (QyHKIUN
0a3aNbHBIX IAHIIHEB M MOKEUKA, a Ha TO3IHUX CTAAUSIX B
MIaTOJIOTHYECKUH MPOIeCcC BOBIEKASTCSI M Kopa OOJIBIIHX 10~
nymapuid. Knuauaeckre mposBieHns OTINYAoTCs y PasHBIX
MAlMEeHTOB, YTO, BEPOSTHO, CBSI3aHO C TUIIOM MYTAaI[HU U CO-
OTBETCTBEHHO JHHOW C-KOHIA NErKoii menu GpepputnHa [37,
44]. TuctoHus U XOpes HanboJee YacTo ABIAIOTCS MEPBLIMU
nposiBIeHUsIMU Oone3Hu. HamHOrO pexe B HadaabHOM HEpH-
o7ie 3a00/IEBaHMsI BBISBIISIOTCS HAPKMHCOHU3M, TPEMOD, THKU
U MO3XKeuKoBas aTaxcus [42]. V AByX TpeTel nanueHToB MO-
TOpPHBIE HApyLIEHUsI HOCAT aCUMMETPHUYHBIN Xapakrep. Hesa-
BHCHMO OT Ha4YaJIbHBIX MPOSIBIICHHUH y OOJBIINHCTBA MAlUeH-
TOB II0 Mepe MPOrpecCHPOBaHMS 3a00I€BaHUS PA3BUBAIOTCS
JIUCTOHUS (TIPEUMYIIECTBEHHO HIKHUX KOHEYHOCTEH) U XO-
pest. YacTo Ha 11000# cTaany 60JIe3HH BOSHUKAIOT MO3KEUKO-
BbIE€ CUMIITOMBI: aTaKCHsl, TPEMOP MSTKOro HEOa, TUCMETPHUS
[43]. Tlomumo »3TOrO, pacHpOCTpaHEHHBIMH CHMIITOMaMHU
SIBIAIOTCSA: HEYCTOHYMBOCTh MTOXOAKH, YACTBIE MAJCHUS, IH-
3apTpusl, qucdarus, OpoMaHIuOyIsIpHast TUCKUHE3Us, U3Me-
HeHHs nouepka (Mukporpadus) [41,42]. Y nauueHToB BCTpe-
YaloTCs HapyHIeHHs NUPAMUAHON CHCTEMBI: OXKHMBJIECHHE
ITyOOKUX CYyXOXHJIBHBIX PeQIIeKCOB, IaToIormdeckue ped-
JIeKchl baOMHCKOT0, CITACTUYHOCTH U TUnoToHus [38, 41, 46].
B pemxnx ciydasx OOHapy)KHMBAaIOTCS IJIA30/IBUraTelIbHbIC
HapymeHus [42, 46], 4uro oOBIYHO HE XapaKTEPHO I Hel-
podepputnHonaruny. KpoMe nBUraTenbHBIX pacCTpPOICTB, y
MAIMEHTOB BBISBIISIOTCS] KOTHUTHBHBIC HAPYIICHUS, KOTOPBIE
BO3HUKAIOT CITyCTsI HECKOJIBKO JIET MU JIaXe JeCATUIETHI OT
MaHu(ecTanun 3aboneBanus. K HUM oTHOCSTCS: CHIKEHHE
0erIoCTH pedr, paCTOPMOXKEHHOCTh, HAPYIICHUS] BHIMAHUS
u 1p [41, 42]. YV nanyeHToB ¢ HelpoheppUTHHOIATHEH MO-
T'YT pa3BUBAaThCS NICHXUIECKHE HAPYIICHHS, BKIIOYAIOMNE B
celsl JCTPECCHI0, TPEBOXKHOE PACCTPOMCTBO, OCTPBIA TCH-
x03, OpemoBbie unen [41, 45, 47, 48]. B HEKOTOpPHIX ciyda-
SX OTMEYAIOTCSl U PYyTHe CHMIITOMBI, BCTPEUAIOLIUECs MIPU
HelipodeppuTHHONATHN: OECCOHHMIA M APYTHE PaccTpoi-
CTBa CHa, allHO? BO CHE, ape(IeKCHsl, TOJIOKHUTEIbHAS MPO-
06a PomOepra, oprocrarnueckass TUIIOTCH3US, HEACPIKAHUC
MOYH, 3aIIOpHI, UMITOTECHIINS, MOBBIIICHHAS yTOMIISIEMOCTb,
XpOHHYECKas ToloBHas 6onb [37, 41, 45, 47, 49]. lnarHo-
CTHKa HEHpO(EeppUTHHONATHH OCHOBaHA HAa OCOOEHHOCTSIX
KIMHUYECKOH KapTHUHBI, CEMEWHON MCTOpUHU 3a00NeBaHMs,
xapakTepHbIX AaHHbIX MPT, pesymsrarax TIeHETHYECKOro
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tectupoBanus (Mytauuu B rene FTL 1, pacnonoxeHHOM B
xpomocoMe 19q13.3) CHWXXEHUMHM WM HOPMallbHOM 3Hade-
HUN (heppuTHHA B CHIBOPOTKE KpoBH [39]. DeppHuTHH CBHIBO-
POTKH KPOBH CHIDKECH y OONBIIMHCTBA MY)KUYHH M XKEHIIUH
B IIOCTMEHOIAy3aJIbHOM HEPUO/IE U COOTBETCTBYET HOPME y
OOJIBIIMHCTBA JKEHIIHMH 10 MeHomay3kI [38, 42]. Ha MPT 06-
Hapy>XMBaeTCs HaKOIJICHHUE Kejle3a B 0a3aJIbHbIX IaHDIUSAX,
UX KHCTO3HBIE M3MEHEHHs (TIPEeHUMYIIECTBEHHO B OIETHOM
mape u ckopiyne). Ha T2-B3BelIeHHBIX H300paKCHHUSX B
OemHOM IIape, TaJaMyce, YepHOH CyOCTaHINH, CKOPIIyIIe U
3y04aToif M3BMUIIMHE BBISBIAIOTCS THIIEPUHTCHCUBHBIE OYard,
OKpYXEHHbIC THMIIOMHTEHCUBHBIMU yuacTkamu [37, 41, 42].
XapakTepHble U3MEHEHUS B OJIEIHOM Iape (CUMIITOM “Tiasa
turpa”) [52]. Ha MPT moryT BusyanusupoBaTbcsa U Apyrue
M3MEHEHUS: aTpo(ust MOPKEUKa, KOPBI OONBIINX MOTyITaphit
U MOCTa MO3T'a; HAKOIUIEHUE JKeJe3a B KOpe OONBIIUX IOy
mapuii [50], mpu 3TOM, IO KOHTYpaM KOpBI 0OHapy>KHBaeT-
csl JIMHMA, TaK Ha3bIBaeMoe “TIOAUEPKUBAHKE KapaHIAmoM’
(“pencil-lining”), uto BesBIsieTcst B SWI pexxume MPT (u30-
OpakeHHsI, B3BEIICHHBIE TI0 MATHUTHON BOCIIPUHMYUBOCTH)
[S1]. B neyenun HelipodeppuTHHONATHH HE CYIIECTBYET
€IMHOTO TO/XO0/1a, PEKOMEHYETCSI POBEICHUE MHINBUIY-
aJbHOM CUMITOMATHUYECKOW Tepanuu. B yedyeHum xopeu u
THKOB OTMeueHa 3((GEeKTHHOCTD CyIbIUPHAa U TeTpabeHas -
Ha. beH3oanasenuHbl (KIOHa3emaM, Jopasenam, Tua3enam) u
AQHTUXOJIMHEPTUUeCKHe (TPUreKCU(EHUIUI) Ipenaparsl Mmo-
Ka3aJIi TOJOXKHUTEIbHBIN pe3yabTaT JIUIIb y YacTH MalueH-
TOB ¢ auctonucii [42, 44]. JI-JIODA okazascs s3¢dexTuBeH
TOJNBKO y HEKOTOPBIX ITAI[HEHTOB C MapKUHCOHM3MOM [45].
XenaraunoHHas tepamnus (nedepokcamu, nedepunpoH) He
Jlaia MOJIOXKUTEIIbHOTO pe3ynbTara (42, 44].
Heiiponerenepanus accormupoBaHHas ¢ OeITKaMHu MU-
ToxoHapuansHoi MemOpanel (MPAN). MPAN sBnsercs
TpeTtheil no pacnpoctpanenHocty HHXM u Bcrpeuaercs,
10 HEKOTOPBIM JaHHBIM, y 5-10% manuenToB. 3aboneBanue
BIIEpBBIE BhIABICHO U onucaHo B 2011 roxy. IlpuunHoil sB-
JSAIOTCA pa3iM4yHOro pomga MyrtamusMmu B rene Cl9orfl2, c
ayTOCOMHO-PELIECCUBHBIM TUIIOM HacienoBanus [53]. benok,
KOIMPYEeMBIil JNaHHBIM T€HOM, pacliojaraercsi B MeMOpaHe
MHTOXOHJIPUH M MOXKET OBITH 0OHAPYIKEH, ITIaBHBIM 00pa3oM,
B KJIETKAX TOJIOBHOTO MO3Ta, KJIETKaX KPOBH, U aJUIIOIUTAaX.
Accorpanus ¢ MUTOXOHIpUATbHOW MeMOpPaHoil U y4JacTue B
peryasinuy OuoreHesa >KUPHBIX KHCJIOT M AETpafalii aMu-
HOKHCJIOT C Pa3BETBICHHON LIEMbIO MPEAIONAaracT CXOACTBO
JaHHoOro Oenmka ¢ JOpyrumH, mopaxaembiMu mpu HHMIK.
Taxxe mpeanonaraercst poiab C19o0rf12 B nquddepenmupos-
Ke aJMIOIMTOB, HO OKOHYATEeNIbHO ero (yHKIHs BCe JKe He
BeIsICHEHA [54]. KnuHndeckue mposiBlIeHHs y MalUeHTOB C
MPAN pasnooOpasubl. Hanbonee yacto 60ye3Hb mpe3eHTy-
€TCsl HapyIIeHUSIMH [TOXOJIKH, CBSI3aHHBIMU C TPOSIBIICHUSIMU
MOPaKEHUsI BEPXHETO JBUraTenbHOro Heipona. Ilpu stom k
KJIMHUYECKON KapTHHE IPUCOCIUHSIOTCS OKUBJICHHBIE IIy-
OOKHE CyXOXKWIbHBIE PE(IEKCH U CIHACTUYHOCTH, KOTOPHIE
Yalle HAauMHAIOTCS C IOPaXEHUs HWKHUX KOHEYHOCTeH M
MPOSIBIISIIOTCS] B HUX OoJiee sSpKo, HeXeNnn B BpexHUX. Yacto
npu MPAN BcTpedaroTcst HapKUHCOHU3M, AU3APTPUs, Hellep-
skaHue Mouu [55]. Taxke B kadyecTBe IEPBOrO CHUMITOMA B
HEKOTOPBIX CITy4asX BBICTYMAIOT PacCTPOMCTBA 3PEHHS, CBS-
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3aHHEBIE ¢ aTpodueli 3puTeNbHOro HepBa U ceTyatku. [locien-
Hee MPOSBIISCTCS B BUIE ICTOHYECHUS CII0S HEPBHBIX BOJIOKOH
ceTyaTKu U aOCONIOTHOM ONEIHOCTBIO JHCKA 3PHTENBHOIO
HepBa. BrIABIEHO, YTO MOpakeHHE 3pHTEIBHOTO ammapara
SIBISIETCA CTOMKHMM NPHU3HAKOM MPH PaHHEM Hadaie 3abolie-
BaHus [56]. Ha mo3mHux cragusx 3aboneBaHus XapaKTepHO
pa3BHUTHE ITICUXHATPUIECKUX PACCTPOHCTB B BHJE TaJUIIO-
[UHALMHA, JeNpPeccuii, THICPAKTUBHOCTH, 00CECCHBHO-KOM-
ITyJILCHBHOTO KomrtoHeHTa [57]. MPT ronoBHOrO Mo3ra mpu
MPAN nmeeT THNUYHYIO KapTUHY C TUIOMHTEHCHBHOCTBIO
B ONieJHOM Iape ¥ YepHOH cyOcTaHIMHU Ha T2 B3BEIICHHBIX
n3o0paxkeHnAX. Emne ofHUM XapaKTepHBIM IPH3HAKOM SIB-
JISIETCSl TUIIOMHTEHCHUBHAST MCYEPYCHHOCTb BO BHYTpPCHHEH
MenyusipHoi Tactuake [58]. TpaHckpaHuanbHas COHOTpa-
(1)I/Iﬂ BBIABJIIET CUMMETPUYHYIO I'HIICPIXOTCHHOCTh YCUCBU-
11e00pa3HOro sIapa, B TO BpeMs KaK S5XOTCeHHOCTb YEpHOU Cy0-
CTaHIIUHM COXPAHSETCSI B HOPMAJIBHBIX Tpeenax, HeCMOTPS
Ha OTJIIOKeHHe xkene3a [59]. Mopdonornieckue n3MeHEHUS B
rosioBHOM Mo3re ipid MPAN BO MHOTOM COOTBETCTBYIOT Ta-
koBbIM ipi PKAN. Ha (oHe 00IHMpHBIX OTJIOKEHUH jkele3a
HaOIfogaeTcs moTepst HeHPOHOB, 203MHOMIIIBHBIE CHEPOHIIBI
B OnenHoM miape. OIHAKO OTIMYUTENBHOI 4epTol SBiseTcs
npeobnanaromiee npucyTcTBre Tener JleBu mo BceMy He-
OKOPTEKCY, TITyOOKHM OTJeJIaM CEPOro BEIIECTBA U CPEIHEM
Mosre. TepaneBriueckasi TaKTHKa OCHOBaHA HA CHMITOMa-
THYECKOM JIedeHHU. B KynmupoBaHWM TUCTOHHMH M CHACTHY-
HOCTH HCHOJIB3YIOT OaknodeH, TpurekCu(GpUHUINH, BHYTPHU-
MBIIICYHOE BBeAEHHWE OoTymorokcuHa. [Ipm mposBIeHMSIX
NapKMHCOHM3Ma TAalMeHThl OTBEYAIOT Ha JICYCHHE JICBOJO-
no#t. Ilcuxnyeckue paccTpoicTBa TpeOyIOT BMEIIATEIbCTBA
ncuxuarpos [60].

AnepynoruiazMAHEMUsL.  AepyIOIUIa3MUHEMUST  SIBIISI-
eTcsl PeIKHM TeHEeTHYeCKnM 3a00leBaHHEM C ayTOCOMHO-
pELECCUBHBIM THIOM HacienoBaHus. Cpeny ONMCaHHBIX
panee 3a00JeBaHMI, JaHHOE PACCTPOUCTBO SABIISETCS CaMbBIM
penkum ¢ pacnpoctpaHeHHocThio 1:2,000,000 n mpeobna-
JAHUEM Cpean SIOoHIeB. [lopakeHHBIM 3BEHOM IIpH 3a00-
JeBaHUH sBIsieTCsl TeH uepynomnasmuna (LII) — rmaBHOTO
Mebcosiepkaniero rukonporenHa kposu. LT comepxut
oxoio 95% Bcelt mMequ miasmel. CymecTByeT 2 n30(OpMBI
JaHHOTO OenKa: CeKpeTopHas M DIHKo3mwidochaTuIuImHO-
3uton ('®U). CexperopHas popma SKCIIPECCHPYETCs TONBKO
B remaronuTax, torga kak ['@U — B rojgoBHOM MoO3re, Jier-
KHX, TT0YKaX, TAKKe B IEYEHU U HEKOTOPBIX APYTHX OpraHax.
I'®U cBs3aH ¢ KIETOYHBIMH MEMOpaHaMH acTPOLMTOB, IIe
OH WIpaeT poib B OOMEHE jKeJie3a COBMECTHO C (peppOoKCH-
Ja30oi. B TeHeTWYecKux HCCIeOBaHUSIX OBLIO BEISBICHO
6osee 70 myrarmii B reHe nepynomiazmuna (LIT) [61, 62].
ArepynomiasMUHEMHsT KJIMHUYECKH MaHU(eCTHpyeT Ha
YETBEPTOM-IISITOM JiecATKe JeT xu3HU. Hauano 3aboneBaHns
Yare BCEero XapakTepu3yeTcsl TpHaiol U3 HEBPOJIIOTHIECKUX
paccTpoICTB, IeTeHepaluy CeTIYaTKH U CaxapHOro auadera.
Herponoruyeckasi kapTHHa 3a00JICBAHUS COCTOMT U3 TaKHX
CHMIITOMOB M CHHIPOMOB KaK aTaKCHs, MapKHHCOHH3M, TH-
HEpKUHE3B! (JUCTOHUS, XOpesl U XOPeoaTeTo3), KOTHUTHBHBIC
pacctpoiictsa. [locienHue BKIIIOIaOT B ce0sl 3a0BIBYMBOCTD,
3aMeUICHUe MBIIIeHH, anatuio [63, 64]. MPT B nuarso-
CTHKE alepy/IOoIUIa3MHHEMHUH, TaK e, KaK U JPyIHX BHIOB
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HH)XM, sBIIsieTcss JOBOJBHO MOKa3aTelIbHBIM MeTogoM. Ha
T-2 B3BENIEHHBIX M300paKCHUSIX BO3HMKAET KapTHHA TMIIO-
MHTCHCHBHBIX 04aroB B 0a3aJbHBIX FAHIINSX, 3y0UaToM sape
MO3XK€UKa, B TalaMyCe U B HEKOTOPBIX CIIydasiX B KOpe 00mb-
MIIX MOJNTyIapHil U Kope Mo3xkeuka [65, 66]. JlanHble mabo-
PaTOPHBIX MCCIECAOBAHUN JEMOHCTPHPYIOT KapTHHY MUKPO-
[UTApHON aHEMHHM, CHIDKCHUs YpPOBHs LEpyJIOIUIa3MUHA U
MEJH B CBIBOPOTKE KPOBH, CHIDKEHHS COZIEp KaHMS JKelle3a B
CBIBOPOTKE KPOBH C TIOBBIIICHHBIM COZlEpKaHHEM (GeppUTH-
Ha (6omee 1000 ur/mi) [67]. Tepanus anepynaorIa3MHHEMAN
B HacTosIlee BpeMs C(POKyCHpOBaHA Ha ONHOW OCHOBHOI
LETIN: CHIDKEHHE YPOBHS Ieperpys3KkH kene3oM (eppHTHHa
MIpY TIOMOILM XeJIaTopoB (IedepHripoH, aedhepoKkcaMuH, ae-
(depasupokc). OmHAKO TPU JAHHON Tepamuu HE MPOUCXOAUT
KOPPEKIMS PEeTHHONATHN M HapyIIeHWH OOMEHa IITIOKO3HI.
Hesponoruueckue paccTpoiicTBa Noaa0TCs JICUEHUIO MU-
HIMAaJILHO WX ke Oe3pe3ynabTaTHO. B HeCKONbKUX Mccieno-
BaHMAX ObLIa MOKa3zaHa 3PPEKTUBHOCTH KOMOMHUPOBAHHOM
Tepaluu XelaTopaMHu XKeje3a CO CBEXKE3aMOPOKEHHOM I1a3-
MO¥1 C BBICOKMMH YPOBHSIMU IiepynomiasmuHa. [Ipn nannom
METOJIe 3aMeyasioch YJIydllleHHe Merabonu3ma jxeie3a H
CMATYCHHE HEBPOJIOTHUECKHUX paccTpoicTB. OHAKO JaHHBIX
IUIS JOCTOBEPHOTO BBIBOJA HENOCTATOYHO [68].

3akniouenne

B Hacrosmee Bpemst HelfpoiereHepanny ¢ HaKOTIICHH-
€M KeJe3a B MO3re, Kak 1 OONBIIMHCTBO HEHpoJereHepaTHB-
HBIX 3a00JI€BaHNH, CIUTAIOTCS HEU3JICIUMBIMA. DTO CBA3aHO
C TeM, YTO CHeHu(UUECKONH TepalHuu HE CYIIECTBYET, a Je-
YeHHE B OCHOBHOM SIBJISICTCSI CHMIITOMATUUECKUM M HAIPaB-
JICHO Ha CHIKEHHE BBIPAKEHHOCTH HEBPOIOTHUYECKOH CHM-
nroMatuku [35, 69, 70]. bonpuive Hajex bl BO3IaraoTcs Ha
nanbHeinyro pacmugposky renos HHXXM u cBs3aHHEIX ©
HUMH TTaTOTEHETUYECKHX TporieccoB. OnpeeNeHHbIi HHTe-
pec mpeacTaBiseT coboit cxoxects cumnromaruku HHXKM
¢ KIMHUYECKAMHU TPOSBICHUSIMH HEKOTOPBIX HeHpomereHe-
paTHBHBIX 3a0oneBanuii (Harnpumep, Goneznbio Ppunpeiixa,
AnbrreiiMepa, TapKHHCOHU3MOM), ITO, TI0 MHEHHIO HEKOTO-
PBIX aBTOPOB, MOXXET HAaTAJIKUBATh Ha MBICJIb O CYILIECTBOBA-
HHUX OOIIMX MaTOreHeTHYECKUX 3aKOHOMEPHOCTEH pa3BUTHUS
3TUX Oose3Hei [32].m

Aymnee Kazoex Meoscuoosuy, 0.M.H., 3a8e0yroujuil
Kagheopoil xupypauueckux 60ne3nell ¢ Kypcamu IHOOCKONUY U
ogpmanvmonozuu HHIIP ®I'bOY BO Tiomernckuii TMY Mun3z-
opasa Poccuu, e. Tiomens. Kpyuunun Eezenuii Buxmopo-
euu, 0.mM.1., npogeccop kageopwr obweil xupypeuu PIEOY
BO Tiomenckuti I'MY Munzopasa Poccuu, e. Tiomens. Kos-
06 Makcum Bnaoucnasosuu, cmyoenm 5 Kypca neuedHo-
2o gaxkynemema ®I'BOY BO Tomenckuii I'MY Munsopasa
Poccuu, e. Tiomeno. Mokun Ezop Anexceeeuu, cmyoenm 5
Kypca newedrozo gaxyremema @I'BOY BO Tiomenckuii TMY
Mumnzopaea Poccuu, e. Tiomens. Axmemuanoe Mapcens A3a-
moeuu, cmyoenm 5 Kypca neuebnozo gaxynoemema ®I'50Y
BO Tiomenckuii 'MY Munzopasa Poccuu, 2. Tromenwv. Anex-
oepoe Poswan Houw oz2nvl, cmyoenm 5 xypca newebnoeo
gaxynomema ®I'BOY BO Tiomenckuii IMY Mun3zopasa
Poccuu, 2. Tiomens. Jlykamenox Anexcanop Bnaoumupo-
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euu, cmyodenm 5 Kypca newebnozo gpaxynvmema @I'BOY BO
Tiomenckuii I'MY Munsopasa Poccuu, . Tiomens. Aymaeg
Meoscuo Kazoexoeuu, cmyoenm 1 kypca neuebrnoo ¢axyno-
mema @I'BOY BO Twomenckuii ’'MY Munzopasa Poccuu, .
Tromenv. Anueea IOnua Cepzeesna, cmyoenmia 5 Kypca ne-
Juampuueckozo paxyremema @I'BOY BO Tiomenckuu ITMY

Munszopaea Poccuu, 2. Tiomens. Aemop, omeemcmeennwiii 3a
nepenucky — Eeeenuti Bukmopoeuy Kpyuunun, 0.Mm.H., pyKo-
600UMENL YEeHMPA CUMYIAYUOHHO20 00YyYeHus, npogeccop
Kageopvr obweii xupypeuu Tiomenckoeo MY Munzopasa
Poccuu, enasuwiti enewmammuulii niacmuveckuu xupype 13
Tromenckou obracmu, drkru@mail.ru
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