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MNMPEOVCITOBIWE

B Hactosiiee Bpemsi cTpykTypa Oojie3Hell uejoBeKa CYyIIECTBEHHO
u3MeHwiacb. He BcTpeyatores ocna, yyma, «ucnaHka». KpaitHe pen-
KO B OT/IEJIbHBIX CTpaHaX MPOUCXOASIT MEJIKUE BCHBILIKY MOJIMOMUE-
JiuTa, XoJsiepbl, Jernpbl. [TpakThuecku BO BCeX CTpaHax JOAW CTalu
JKUTh OJIblIIE, OMHAKO O0lIee KOJMYECTBO 3a00JeBaHMIl HE YMEHb-
LIWJIOCh, TaK KaK Ha CMeHY MH(EKIIMOHHBIM 3a00/I€eBaHUSIM MpULLLIa
rpyrmna «0oJie3Hei HMBUIN30BaHHOTO 001IecTBa». K HUM OTHOCUTCS
TaK Ha3bIBa€Masi TpHMajga CMEPTU: apTEpUAIIbHAS TUTIEPTEH3US, aTEPO-
CKJIepo3 U caxapHblil quaber. YyTh pexe BCTpedaeTcs ellle OjHa akK-
TyaJibHas ceiyac rpyrma 3a00JeBaHUid, KOTOpas BKIJIIOYAET B ceOs
paccTpoiicTBa agantaluu (HEBPO3bl), ayTOMMMYHHBIE OOJIe3HU, OV~
cTpoprueckue nopaxeHusl MO3BOHOYHKMKA U CycTaBOB. B aToM psay
0c000€ MECTO 3aHMMAIOT JIEreHepaTUBHbIE 3a00JIeBAHUS — OTHOCH-
TeJIbHO HOBBIN Kj1acCc 0OJIe3HEl, B OCHOBE Pa3BUTHUS KOTOPBIX JIeXaT
MEXaHU3Mbl KJIETOYHOro amonrto3a. K cuacTbio, pacnpocTpaHEH-
HOCTb TMOCJAEAHUX 3HAUUTEIbHO MEHbIIIE, HO OT 3TOro TaKUM Talu-
€HTaM U MX POJCTBEHHUKAM He cTaJo Jjierye. JlereHepaTUBHbIN TPO-
LIECC MOPaXKaeT MPaKTUYECKM BCE OpPraHbl U CUCTEMbI OpraHM3Ma.
BoBiieueHre HEpBHOU CHCTEMBI B MAaTOJOIMYECKUI MPOLECC BCTpe-
YyaeTcs JOBOJBHO YacTO KaK B BUJE M30JMPOBAHHOIO IOPaKE€HUS
(HelipomereHepalus), TaK U B KOMOMHALIMU C pa3IUYHBIMU TTOpaxke-
HUSIMU BHYTpEHHUX opraHoB. CeKTp MOJA0OHBIX KIMHUYECKUX MPO-
SIBJIEHWI TOBOJIBHO IIIMPOK, YTO 3HAYUTEILHO YCIOXHSET UX JUAarHO-
CTUKY.

3HauuTeIbHOE YIriyOJeHue HalllMX 3HaHWW B MMOHUMAaHUW 3TUO-
JIOTUM W TIaTOT€HE3a HEeWpOAEereHepalii MPOU30IILIO 3a TTOCIETHUE
rofapl Onarogapss OypHOMY IMporpeccy B 00JacTh HEMpPOTeHETUKH,
Helipodusnosioruu, HelipouMMmyHosioruu. CaenaH psii KpymHeHmx
OTKPBITUIA, CBSI3aHHBIX CO CTPYKTYPOI U (DYHKIIMEil TOJIOBHOTO MO3-
ra. K HUM OTHOCSITCSI M3y4eHUE CTPOEHMSI Pa3IMUYHBIX PELIENITOPOB
B MO3I€ M POJIM BHYTPUKIIETOUYHBIX MECCEH/I)KEPOB, OTKPBITHE MeXa-
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HU3MOB TIepeJau UMITyJIbca B HEPBHOM cuUcTeMe. 3a OTU TOCTKEHUS
Apsuny Kapncony (LlBeuwus ), ITony I'punrapay (CLHIA) u Dpuxy
Kanpeny (CILIA) 6buta npucyxaeHa HobGenebckast nmpemust 2000 r.
B 00sacT (pU3MOJIOTUU U MEAULIMHBI. UMEHHO 3TU OTKPBITHUS, a
TaKk>Ke HAKOTUIEHHbIH KJIMHUYECKUIA OIBIT MO3BOJMIM TTOHSTh CIOXK-
HbI€ U JO KOHIIA HE U3YYEHHbIE OMOXUMUYECKHE MEXaHU3Mbl, KOTO-
pble YCKOPSIIOT MPOrpaMMUPOBAHHYIO CMepTh HelpoHOB. [docTuke-
HUSI KJIMHUYECKON M IKCIEPUMEHTAIbHONW MEAULMHBI MO3BOJMIN
BBIACJIUTh HOBbIE HO30J0rMYecKue hopMbl HeilpoaereHepauuii, pas-
paboTaTh AMATHOCTUYECKNE KPUTEPUH U TOCTUTHYTH OTIpeIeIeHHOTO
rporpecca B ux jedeHnr. OQHaKO IeIBIM PsII BOIIPOCOB TTaTOTeHe3a
HeiipoaereHepalii 0CTaloTCS He SICHBIMU M, K COXaJIeHUIO, TToKa He
pa3pabdotaHbl 3(pPEeKTUBHBIE METOIBI X JICUCHMSI.

[TpobGmema TMaTHOCTUKU U JIeYCHUST HelpoaeTeHepaTUBHBIX 3a-
6oneBanmii st Poccnu n bemapycu TipefcTaBIisieTcss CBOEBpEeMEH-
HO#, TaK KaK OOJBIIMHCTBO TPAKTUKYIOIINX Bpadyeii-HeBPOJIOTOB
WUCTIBITHIBAIOT 3aTPYIHEHUS B UX PAaCcIO3HABaHWU, OITMOOYHO TpaK-
Tys MX KaK TPOSIBICHUST XPOHNYECKON 1epeOpoBaCKyIIpPHON HeI0-
CTAaTOYHOCTH (OVCIUPKYIITOPHYIO 3HIIe(haONMaTnio), W, Kak Ipa-
BWJIO, OTHOCSIT TaKUX TTAIIMEHTOB K KaTETOPUU OECIIepCIIeKTUBHBIX.
Mexnay TeM, Jaxke B HACTOSIIIIee BpeMs BBISIBIICHUE HelipoaereHepa-
Wi Ha paHHUX dTalax, UCTIOIb30BaHNEe COBPEMEHHBIX JIEKAPCTBEH-
HBIX CPEICTB M HEMEINKAMEHTO3HBIX TTOIXOMI0B MO3BOJISIOT BIUThH
Ha TIPOTHO3 TEYEHUST OOJIE3HU, CYIIECTBEHHO YIYYIIUTH KayeCTBO
KU3HU TaKWX TMAlMEHTOB, a TOpPOW Haxke M3MEHUTb WX CYIbOY.
HMMeHHO 3TH 006CTOSITeTbCTBA TIPUIAIOT TaHHOM TTpobIeMe aKTyallb-
HOCTb JUTSI TPAKTUKYIOIINX Bpaueii MHOTHUX CIIEIIMAILHOCTE!N B pa3-
JINYHBIX CTpaHax.

K HacrosimeMy BpeMeHU M3y9eHUEM pa3TNMIHBIX aCTieKTOB pa3BH-
THSI HeWpoIereHepaTUBHBIX 3a00JIeBaHMIA YCIIEITHO 3aHUMAOTCS BO
MHOTHX CTpaHaX. B poccmiicKoif HEeBpOJIIOTUM, MMEIOIIeH OOoJbIITe
TpamguIIMK B OOJACTH OWATHOCTUKM M JICUEHMST HelpomereHeparunii,
chopMmpoOBaHEI 1IeJIbIe HaydHBIE TITKOJIBI, pa3BUBAOIINE JaHHOE Ha-
TpaBjieHe KIMHWYECKON MeIWIIMHBL. MX BO3MIABIAIOT aKaJaeMHK
H. H. fxno, npodeccopa B. U. Cksopioa, . A. 3aBaiuiliuH,
C. H. WnnapuowikuH u ap. DToi mpobyieMe MOCBSIIEHO OOJIbIIOe
KOJINYECTBO HAYUHBIX IYOJMKAILIMI, METOIMUYECKUX pPEKOMEHIAIIV,
MOHOTpauit 1 TPaKTUIECKNX PYKOBOACTB. OTHAKO B OOJBITMHCTBE
U3 HUX pacCMaTPUBAIOTCS JINIIB OTAETbHBIC 0OJIe3HU, KIMHUYECKUE
CHMITOMEBI WU CUHIPOMBI, HAOIFOMAIONINeCs B paMKax HeipomereHe-
paumii. YacTh HYKHBIX UTS TTPAKTUYECKOTO Bpava CBeICHUI OITyOim-
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NPEAUCNOBUE

KOBaHBI TOJIbKO B COBPEMEHHOI aHIJIOS3bIYHOM JTUTepaType, OITOMY
He Bceraa JIerko nocTylHbl. MMeHHO mo3ToMy BO3HMKIIA Maess 0000-
IIMTb B OAHOM KHMIE CBEAEHMSI, Kacalolluecsl OCHOBHBIX JereHepa-
THUBHBIX 3a00JI€BaHNIA, BCTPEYAIOIIMXCSI B HEBPOJIOTMUECKOM MpPaKTH-
K€, C YYETOM IIOCIEAHUX JOCTUKEHUIA MEAULIMHCKON HAyKM.

B aTOM pyKOoBoacTBe 000011IeH COOCTBEHHBIN 30-TeTHUI KIMHU-
YECKUI OIBIT MO AUArHOCTUKE 1 JieueHuto cBbie 1000 mareHToB ¢
pa3IMYHBIMU HeliponereHepaTUBHBIMU 3a00JIeBAHUSIMU. 3HAUNUTEb-
HYIO TTIOMOIIb B BBITTOJIHEHUH 3TOI pabOThl OKa3aao U3yuyeHHUe COBpe-
MEHHBIX MYyOJIMKalMii, yyacTue B paboTe HaydyHbIX KOH(epeHIril B
benapycu, crpanax CHI' u EBpornbl, B TOM umnciie y4eOHbIX Kypcax,
KOTOpbIe exxeroaHo nmpoBoauT EBponeiickas Denepalivisi HEBPOJOTU-
yeckux coodiiects (EFNS). Ha psine mociegHuX KOHTPECCoB, Tpo-
BoauBinxcst EFNS B bproccese (2007), ®dmopenuuu (2009), XKene-
Be (2010), Crokronbme (2012), HaM JOBEIOCHh MPUHUMATh yJacTHE.

B pykoBoacTBe mpeacTaBieHbl CBeleHUs Mo 19 oTaenbHbIM He-
BPOJIOTUYECKUM CUHIpOMAaM JIM0O0 0OJe3HSIM, KOTOPbIE MO MEXaHU3-
My Pa3BUTHUSI OTHOCSITCS K HeliponereHepauusiM. OHU CTpyIIMpoBa-
HbI B TPU IJIaBBI 11O TOMIOTpadoaHaTOMUIECKOMY TTPU3HAKY B 3aBUCH-
MOCTH OT YPOBHSI TOpaXXeHUsl LIEHTPAJIbHON HEPBHON CHUCTEMBI.
PaccmoTpenue kaxmoro 3ab6ojieBaHuUsI MPEICTaBIEHO CXeMaTUYHO 10
OIHOMY TIPUHLIMITY: STIOHUMUYECKUE CBEACHMUS, IMMP MO MEXKIyHA-
ponHo#l kinaccudukauuu Oone3Heir 10-ro mepecMoTpa, TEPMUHBI,
SMUAEMHUOJIOTHUsI, TTaTOMOPGOIOrUs, TTaToreHe3, KJIMHUYecKash Kap-
TUHA, AMArHOCTHKaA, nuddepeHImaibHas TMarHocTUKa, JeUeHue U
MporHo3. boJbiias yacTh 3a00eBaHM WLTIOCTPUPOBAHBI BHITTUCKA-
MM U3 UCTOPUIT OOIE3HEN, a TAKKE MHOTOUUCIEHHBIMU COOCTBEHHBI-
MM pesysabraTaMu (poToMareprasaMu, pe3yabTaTaMU KOMITbIOTEP-
HOI, MAarHUTHO-PE30HAHCHOI ToMorpacduu, 3JeKTpoHeipoMuorpa-
(uu, yrpTpazByKOBOro U MaTOMOP(OJIOrMYecKOro) MCCIeI0BaHUI.
KHura cHaGxeHa KpaTKMM CIIHMCKOM HMCMOJb30BaHHON JIMTEPaTyphl,
MpUYeM TIPEANOYTEHUE B HEM OTIAHO OO30PHBIM MYOJMKAIIUSIM,
COOCTBEHHBIM MaTrepuajgaM MccieqoBaHUi, (yHIAMEHTaTbHBIM MO-
HorpadusiM WIM PYKOBOACTBaM, OIMYyOJMKOBAHHBIM B PYCCKOSI3bIY-
HOIi WJIM aHIJIOSI3BIYHOM JIUTepaType 3a rocaeaHue 5 jget. Takoit cuc-
TEMHBIH TTOAXO0/ MPU3BaH O0JETYUTh AMArHOCTUUECKU I MOUCK U BbI-
0Op pallMOHAILHOTO JIEYEHMST BPauy-KIMHUIIMCTY MIPU €ro BCTpeye ¢
NalXEHTOM, MMEIOIUM IIPU3HAKWA TOM WJIM MHOW HelpoaereHepa-
uuu. 3aBepluaeT MoHOrpadurio 3aKIoueHe, B KOTOPOM CYMMMPOBa-
HbI OCHOBHBIE TTPOOJEMBI, CBSI3aHHBIE C HECBOEBPEMEHHOM TMarHoc-
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TUKOU HellpoAereHepaTUBHBIX 3a00JieBaHUII B HACTOSIEe BpPEeMsl U
0003HaYeHbl HanboJIee NePCIEKTUBHbBIE HANPABICHUSI UX JIEUEHUS.

Boipaxkai 061aromapHOCTb CBOUM YUUTEISIM, MOMM YUE€HMKaM,
KoJijIeraM mo Kadgeape HeBpoJIOTUM U Helpoxupypruu benopycckoit
MeaunuHCKOM aKkaaeMUu IOCIeIUIUIOMHOIO 00pa30BaHuUs, a TaKxKe
BpayaM S5-I KIMHUYECKOW OOJIbHULIBI . MUHCKA, KOTOPBIE OKa3blBa-
JIM MHE TIOCTOSIHHYIO TOMOIIb B cOOpe KJIMHUYECKOTO Marepuasia u
MPUHSIN y4acTUE B MOATOTOBKE JAHHOW KHUTH.



BBEOEHWME

OGO TepMHUH «IeTeHepaTUBHBIN» UIST BCEX TPEACTaBICHHBIX B
3TOM KHUTe 0OJIe3HEI TTPOU30IIIe] OT aHTJIMICKOTO clioBa «degene-
ration», 9To TOCJTIOBHO TEPEBOINUTCS KaK TUCTPOdUS (BBIPOKICHHUE,
repepokacHNe). DTO MOHITHE TIpearogaraeT HeoOpaTUMBbIC ITaTo-
JIOTUYECKHEe M3MEHEHUs B 000U HOPMAaJbHO CPOPMUPOBAHHON B
Mpoliecce OHTOreHe3a TKaH! WK B opraHe. [lereHepaTUBHOMY ITPO-
IIecCy B OpraHu3Me IMOJABEepPKeHBI JIETKHE, CepAlle, IMTOYKU, TTeUeHb,
KeJie3bl BHYTPEHHEM CeKpellMM, MBIIIILI, ceTyaTKa Tja3a ¢ Jp.
HepBHas cucteMa BoBjieKaeTCs B JeTreHepaTUBHBIN TIpollecc OYeHb
4acTo, MPUYEM MOXKET ITOpakaThCsd MPAKTHUUECKU JII00as 4acTh IIe-
peOpOCTIMHAIBHOM OCH, UTO TOJYYMJIO Ha3BaHWE HelipomereHepa-
. K HacTosmeMy BpeMeH! U3BECTHO OOJIBIIIOE KOJTUYECTBO HEli-
pomeTreHepaTUBHBIX 3a00JIeBaHN YeroBeKa. VX KIIMHUYeCKHEe TIPO-
SIBJICHUS 1 MopdoJiorndeckas KapTiHa WHIWBUIAYAJTBHBI, TaK KakK
00YCJIOBJICHBI TIOpaskeHWEM CEJIEKTUBHBIX TTOMYJISIIUN HEWpOHOB
i GYHKIMOHATBHBIX CUCTEM TOJIOBHOTO U (MJIM) CITMHHOTO MO3-
ra. HecMoTpst Ha BBEIpaskeHHBINM OMMMOP(U3M BCe HelipoaereHepa-
WY OOBEIMHSIOT TPW OOILINX TpU3HAaKa:

1) Hayao Ha PoHE MPEIIECTBYIONIETO HOPMAJTBHOTO (PYHKITNO-
HUPOBAaHUST HEPBHOI CHUCTEMBI;

2) OCHOBHOI MEXaHM3M CBsI3aH C UBMEHEHUEM CTPYKTYpPbl BHYT-
PUMKJIETOUHBIX OEJIKOB C MX MOCJIEIYIOLIMM HaKOILJIEHUEM B
HEeWpoHax;

3) TeueHUEe XapaKTepU3yeTcsl HEYKJIOHHBIM POTPECCUPOBAHUEM.

Hanuuue oO1IMX YHMBEpPCAJIbHBIX MEXaHW3MOB TOBPEXAEHUI
HEMPOHOB IPU KaxKI0M KOHKPETHOM HelpoaereHepaTUBHOM 3a001e-
BaHWU HE MCKJIIOYAET UX UHIUBUIYAIbHBIX OCOOEHHOCTEN, KOTOPbIE
peau3yloTcs TOJ BO3AEHCTBUEM OIPEAECJICHHBIX IMYCKOBBIX MeXa-
HU3MOB.

HecmoTpst Ha psii HAydYHBIX OTKPBITUM, CAeJaHHBIX BO BTOPOM
nojioBuHe XX B., 3TUOJIOTUSI U HEKOTOPbIE BOIMPOCHI MaTOreHesa
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BCeX HelpoaereHepalnii OCTaloTCsl 10 KOHIIA He SICHBIMU. B HacTo-
siee BpeMs OOJIBIIMHCTBO MCCIeaoBaTeNeil MpuaepKuBaTCs Ty-
TamMaTepruueckoi TeOpumu HellpoJaereHepaTUBHOIO Mpoliecca, Mpeji-
JioxxeHHoM B 90-e ronbl npoiiioro Beka. CorjacHo 3Toil Teopuu, B
OCHOBE Pa3BUTUSI BCeX HelpojereHepaluii jexar BpOXACHHbIE U
MPUOOPETeHHBIE XPOMOCOMHBIE MYTallMM, KOTOPBIE PEeaTu3yloTCs
MO BIMSTHAEM Pa3JIMIHBIX 9K30T€HHBIX M SHIOTEHHBIX (PaKTOPOB.
B pesynbTaTe 3amyckaeTcsl KacKa MaToJOTUYeCKMX, OTSTOIIAOIINX
JIpYT Ipyra OMOXMMUYECKUX PEAKIUil, B UTOTe MPUBOISIIIUX K MPO-
rpaMMMPOBAHHON rHOed HEMPOHOB ¢ UX TMOCAEAYIOIUM (harouu-
To30M Makpodaramu. K HacTosieMy BpeMeHU MOAPOOHO U3yYEHBI
HECKOJIbKO O0IIMX MEXaHU3MOB, CITOCOOCTBYIOIIMX KJIETOUYHBIM 13-
MEHEHUsIM, KOTOpble 0Ka3bIBalOT BAUSIHUE Ha Mpoliecc Helipojere-
Hepauuu. DTU MEXaHU3Mbl BKJIIOYAIOT B ce0s1 9KCAUTOTOKCUYHOCTb,
OKCHUJAHTHBIN CTpecc, MUTOXOHAPHUAIbHYIO TUCGHYHKIINIO, HApyIle-
HHE aKCOHAJbHOTO TPAHCIIOPTa, arperamuio HelpodrIaMeHTOB,
JneuLuT HelipoTpodudyeckux (GakTopoB U ap.

OaHUM U3 YHUBEPCAJIbHBIX MEXaHU3MOB OOJIbILIMHCTBA HElpoe-
reHepaluii SBIsIeTCs] 3KCAaUTOTOKCUMYHOCTh. DTOT TEPMUH OTpaxkaeT
MOBPEXIeHWE U MOCJIEAYIOLILYI0 TM0e/b HEMPOHOB B pe3yjbTaTe W3-
OBITOYHOI akTuBauUMM IocTcuHanTudeckux NMDA-peuentopoB
BO30Y>KAAIOIIMX aMMHOKUCIIOT (TJlyTaMata, acnapTara). B pesynbrare
MOBBILLIEHUS] YYBCTBUTEILHOCTU HEMPOHOB K IJIyTaMaTy MPOUCXOAUT
HapylleHHe 3HepreTuyeckoro MetadboarM3Ma KJIeTKU, CHUXKEHME aK-
tuBHocT Nat, Kt | mommepxaHue HOpMaIbHOTO MEMOPAHHOTO TI0-
TEeHLMAJa U YBEJIMYEHUE ComepXaHusl BHyTpukierounoro Cat. B
utore upe3MmepHbiii NMDA-onocpenoBaHHbBIN KaJbIIUEBBIN TTOTOK
MPUBOAUT K THOEU HelipoHa.

OKCUAAHTHBIN CTpecc CIOCOOCTBYET IMOEN KJIETOK BCAEACTBUE
aKTUBALlMK CBOOOJHBIX PAJMKAIOB, B TOM YHCJE CYNEPOKCHUIHOTO
aHMOHA, TUIPOKCUJIBHOTO paauKaia, MepeKucu BOAOPOaa U MepoK-
cuHUTpuUTa. BbICOKasi KOHIIEHTpalMsl aKTUBHBIX (hOPM KHCIOpoaa
MPUBOJAUT K TOBPEXIAECHUIO MEMOpPaHHBIX CTPYKTYp W HapylLIEHUIO
CTPYKTYPbl BHYTPUKJIETOUHBIX OEIKOB.

MuToxoHapuanbHasi AUCGHYHKLUS SIBJSIETCS TakXKe aKTUBHBIM
3BEHOM HelpolereHepalny 3a cueT CHIDKeHus cuHTte3a AT®, mpo-
JYKIMM aKTUBHBIX (OPM KHUCIOpPOAa, aKTUBU3ALMM MEXaHU3MOB
MporpaMMHUpOBaHHON rubeand KJIEeTKM, BKJIoYas aronTo3, ayroda-
M0 U HEKPO30Moj00Hble M3MEHEeHUs. B akcrnepumeHTe JoKa3aHa
BO3MOXXHOCTb MPSIMOTO TOKCUUECKOro 3cdekTa aeeKTHBIX OeTKOB
Y MX aHOMAaJIbHBIX CKOTIJIEHUI Ha DYHKIIMIO MUTOXOHAPUA. DTH Oe-
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KU CITOCOOHBI 00pPa30BbIBATh KOMILJIEKCHI C MUTOXOHIPHUSIMU, YTO HE-
raTMBHO JIEMCTBYET Ha MX BHYTPUKJIETOUHYIO NTMHAMUKY. HapyliieHue
TpaHCHOpPTAa U PpACHpPENe/IeHME MUTOXOHIPUI B HEUpPOHAX, B CBOIO
ouepeb, MPUBOAUT K UX AeDUILUTY B aKCOHAX, U3BMEHEHUSIM CHHAII-
TUYECKON Tepenayn M CHUXKEeHUIO TJIACTUYHOCTU CHHAICOB.

HapyireHre akcoHaIbHOTO TpaHCTIOPTa TIPU HelipoaeTeHepaliy-
SIX CBSI3aHO CO CHMXKCHWEM aKTUBHOCTU aHTEPO- WM PETPOTPATHOTO
TpaHcriopTa. IlepBUYHO cTpamaeT OBICTPHIN aKCOHAJTBHBIN TpaHC-
MOPT, CBSI3aHHBINA ¢ MUKPOTPYOOUKAMMU U CTAOMIU3UPYIOIIUMHU WX
OeKaMM, a 3aTeM M3MEHSIEeTCS MEIJICHHBIM TPAaHCITOPT, CBSI3aHHBIN
¢ HelipoduaaMeHTaMMU.

Jeduuut HeitpoTpoduuecKrX (PaKTOPOB YYACTBYET B MEXaHU3MeE
rudenyu HeiipoHa 3a CueT MHMUIMALMU anornTo3a. CyllecTByeT KOH-
LICTILHS, COTJIACHO KOTOPOW PAa3BUTHE HEWPOIETEHEPALIMIA CBSI3AHO C
Je(ULIUTOM CITeIU(UIECKOro pOCTOBOTO (pakTopa, 00yCIOBICHHOTO
TeHETUYECKU WIM B pe3yabTaTe 3K30T€HHOTO BIMSHMUSI.

OCHOBHBIM MEXaHU3MOM Pa3BUTHUs BCeX HelpomereHepalmnii SB-
JIIeTCs HapyllleHne MeTaboam3Ma M N3MeHeHNe KOH(GOpMaIny Kire-
TOYHBIX OEJIKOB C WX ITOCJCAYIONINM HAKOIICHHEM U arperamucii B
OIpeIeJICHHBIX TPYITITaX HeHPOHOB. DTa 0COOCHHOCTD TTO3BOJIMIIA OT-
HeCTH HelipoaeTreHepalny K TpyIie KOH(POPMaIlMOHHEBIX OOJIe3HE.
M3BecTHEI 1Ba OCHOBHBIX O€JTKa, M3MEHSTIOIINX CTPYKTYPY TIPU 3TOM
MaTOJIOTUIECKOM COCTOSIHMM: o.-CUHYKJIEMH M T-TIpoTenH. B cooT-
BETCTBMUM C 3TUM BCE HeipoaereHepalyy AeNIT Ha JBa IOATHUIIA:
«CUHYKJIEMHOITaTUW» U «Tayrnatnn». o.-CUHYKJIEMH B HOPME MPUCYT-
CTBYeT B MNPECHHANTUUYECKUX TEPMMHAJSIX TojoBHOro moasra. Ilpu
HelipoaereHepalysaX AaHHBINA OeJoK HakaruBaeTcs U (hOopMHUpyeT
BHYTPU DJIMAJbHBIX KJIETOK HUTEBUIHBIC CTPYKTYpPbl AHaMETPOM
20—40 um. t-IIpoTeH B HOpMe MpeACTaBIsIET COO0 pacTBOPUMBIIA
HU3KOMOJIEKYJISIPHBIN O€JIOK, UTPalolIMi BaXXHYIO POJIb B TIpoOliecCe
pocTa akcoHa u ero dyHkuuu. [Ipu HeiipoaereHepaysix OOHaApyXKu-
BalOTCS €ro rnarosiornyeckue hopMbl, 00pasylolre HUTU, Npeodia-
Jalolle B Tejlax HeMpOHOB M aKCOHOB. [IpMyMHBI arperauyu AaH-
HbIX OEJKOB MOTYT HOCUTb KakK F€HETUYECKU NEeTEPMUHUPOBAHHBII
XapakTep, TaK U ObITh CBSI3aHbI C KACKAJAOM MAaTOJOTUUYECKUX KIETOU-
HbIX OMOXMMUYECKUX MPOLIECCOB: U3OBITOUHBIM (hOCHOPUIUPOBAHU-
€M, TJIMKO3WIMPOBAHWEM, aKTUBM3alMEN MEPEeKUCHOrO OKUCICHMS
munaoB. KpoMe o-CHMHYKJIeMHa M tT-TIPOTEWMHA, TPU OTHCITBHBIX
HeiipoaereHepalisIX B TOJIOBHOM MO3Te (POPMUPYIOTCS OTJIOXKEHUS,
COCTOSILLIUE U3 XKeJie3a, MU, LIMHKA U APYTUX METAJIOB WIM UHbBIX
aHOMaJIbHbIX O€JIKOB (T€HTUHITHUH, aTaKCUH U Jp.).
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B dopMupoBaHuM BHYTPUKIETOUHBIX BKIIOYEHUI MPU Helpoe-
reHepalusix UrpaeT CyleCTBEHHYIO poJib 1e(ULMT 3alllUTHBIX (hak-
TOPOB KJIETKH, K YACTY KOTOPBIX OTHOCSIT HEIOCTATOYHOCTb YOUKBU-
TUH-TIPOTEACOMHOM CUCTEMBI M OCJabJeHue 1aNepOHHON 3allUTHI.
YOUKBUTUH — O€JIOK, COCTOAIIUI U3 76 aMUHOKUCIOTHBIX OCTAT-
KOB, OTBETCTBEHHbI 32 pacTBOPEHME HEHYXKHBIX OEJIKOB IIUTOILIA3-
Mbl, 9HAOIMIa3MaTUYECKOT0 PETUKYJIyMa U siaep. YOUMKBUTUPOBaHWE
6enkoB sBistercss AT®-3aBucuMbIM niporieccoM. Hemoctatok ATO,
CBOOOIHOpAAMKaIbHOE MOBPEXACHUE MPUBOASIT K HAPYLIEHUIO CBSI-
3bIBaHUSI YOMKBUTUHOB M aHOMAJIbHBIX MENTUIOB, KOTOPbIE aKKyMy-
JIUPYIOTCSI BHYTPU KJIETKM M CTAHOBSITCSI HEMPOTOKCUYHBIMU. [py-
UM 3alIUTHBIM (haKTOPOM SIBIISIIOTCS IIAIIePOHBI, TIPU3BaHHBIC pac-
Mo3HaBaThb MU3MEHEHHbIE OCJKM M MOJAEPKMBATh UX HOPMAJIbHYIO
KOH(pOPMALIMOHHYIO CTPYKTYpy. HeduIuT 1manepoHOB TakKXKe CIO-
COOCTBYET BHYTPUKJIETOYHON arperaliii aHOMajJibHbIX OEJIKOB.

l'eHeTnyeckue MyTalluu UMEIOT MECTO MpPU BcexX hopmax HeHlpo-
nereHepanuii. Kak mpaBuio, OHM UMEIOT MHOXKECTBEHHBIN XapaKTep
1 JIOKaJM30BaHbl HA Pa3IUYHbIX XpoMOcoMax. MexaHU3Mbl pa3BUTUS
HelipoaereHepaTUBHBIX 00JIe3Hel, CBSI3aHHBIE C MyTallUSIMU T€HOB,
CJIOXHBI M JJO KOHIIA HE U3YYEeHbI, PA3JIMYHbI MIPU OTACIBHBIX 00JIE3-
HaX. TUMBI TeHEeTUYECKUX HacleqOBaHUI MPHU HeWpoaereHepalmsIx
pas3anMyaloTCsl U BKIKOYAIOT B ce0sl ayTOCOMHO-IOMUHAHTHBIN, ayTo-
COMHO-PELECCUBHBIN U X-CBI3aHHBIN TUIbI. OTAEbHBIE HO30J0TH-
yeckue (hopMbl HeliponereHepauuii UMEOT pa3InyHYIO MeHEeTpaHT-
HOCTb, BBIPAXK€HHBINA MEXCEMENHBIA X1 BHYTPUCEMENHBIN ITOJIMMOP-
buszm.

ITpu HeliponereHepaTUBHBIX 3a00JieBaHUSIX B OOJIbIIEH CTENeHu
CTpaialoT HEMPOHBI U TJIMaIbHbIC KJIETKU KOPbI, 0a3aIbHBIX TAaHTJINEB
U CTBOJIOBBIX CTPYKTYp, BbIpaOaThIBalOLIE alleTUIXOJUH, J0(haMuUH,
CEPOTOHUMH U Jpyrue MeauaTopbl. HemocTaTouHOCTh OTAEIbHBIX Hell-
POMEIMAaTOPOB OTYACTH OMPEAEsieT KIMHUUECKYI0 KapTUHY HEKOTO-
pbix 3a0oneBaHuii. Bce HelipoaereHepallMu HaYMHAIOTCS MEMJIEHHO,
MOCTENEeHHO, 0e3 SIBHBIX IMPEAllIeCTBYIOIINX cOObITUi. CreayeT yuu-
ThIBaTb TOT (haKT, YTO MOSIBJIEHUE KJIMHMUYECKMX TMPU3HAKOB JIIOOO0M
HelipojiereHepaluu YKa3bIBaeT Ha TO, YTO YK€ JOCTUTHYTa KpUTHUYe-
cKasl macca IoTepyd HEeWpOHOB, OTBevalolluX 3a (PyHKUUIO TOU WiIu
WHOI cUCTeMBbI. B CBSI3M ¢ 3TUM OCTpPO CTOUT TpodieMa TMarHOCTUKU
3TUX MATOJOTUYECKUX COCTOSIHUI Ha JOKJIMHUYECKON cTanuu. HeBpo-
JIOTUYECKUE HapylleHUsl MPU BCeX HelpojaereHepalusix OTIMYarTCs
Ype3BbIYaiiHbIM pa3zHooOpasreM cuMnToMoB nopaxeHusi LIHC, TTHC,
WHOTA B COYETAHUU C Pa3IMUHBIMU MTOPaXKeHUSIMU BHYTPEHHUX Opra-
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HOB, KPOBM, KOCTHO-CYCTaBHON CHCTEMbl. DT CUMIITOMBI KOMOMHM-
PYIOTCSI B CAMBIX HEOOBIYHBIX COYETAHUSIX, Pa3BUBAIOTCS C PA3IUYHOMN
CKOPOCTBIO M TOCIEI0BATEIbHOCTbIO JaXKe Y WIEHOB OJHON CEMBU.
BaxxHolii 0co0eHHOCThIO HelipoaereHepaTUBHBIX 3a00J1€BaHUIA SIBJISIET-
csl TOT (pakT, YTO OOJIBIIMHCTBO OTAEIbHBIX HO30JOIMYECKUX (Dopm
umerorT cBoit kom B MKb-10, yto objeryaetr Mx y4yeT U IO3BOJSIET
CpaBHMBATb PE3YJIbTAThI AMUACMUOJIOTMUECKUX UCCISIOBAHUM B pa3-
JIMYHBIX CTpaHax M perMoHax MMpa.

YcnoBHO Bce HelipojereHepalyym MOXHO KjiacCU(pULMPOBaTh I10
aHaTOMO-TornorpauyecKkoMy MpU3HaKy B 3aBUCUMOCTH OT YPOBHS
ropaxKeHUs HEPBHOM CUCTEMBI:

1) 3abosieBaHUSI C TIPEUMYILIECTBEHHBIM MOpaxKeHUEM KOpbI TO-
JIOBHOT'O MO3ra, KOTOpbIE pa3AeisiioT Ha JBE TOArPYIIbl —
pacnpocTpaHeHHbIe U (DoKallbHbIE HelipoaereHepaluu;

2) 3a00JieBaHUS C MPEUMYIIECTBEHHBIM TTOpakeHeM 0a3abHbIX
TaHTJINEeB, KOTOPbIe TaKXke pas3messioT Ha ABe MOATPYIIBl —
CIIopagnuveckKue U UPPUTATUBHBIE;

3) 3abosieBaHUS C MPEUMYLLIECTBEHHBIM MOPaXXeHUEM MO3XeukKa,
CTBOJIA U CIIMHHOTO MO3ra.

ITonpoGHOe onucaHue 0COOEHHOCTE! MmaToreHe3a, KIMHU4YeCKOon
KapTUHBI U JICYEHUs] OCHOBHBIX 3a00JIeBaHU, BXOMSAIINX B KaKIYIO
IpymIy, TIPUBEIEHO B COOTBETCTBYIOIIMX TJaBax MoHOrpadguu. Mol
oTgaeM cebe OTYeT, YTO IoJo0Hasl cucTeMaTU3alusl HelipoaereHe-
paluii He COBEpllIeHHA, [IOTOMY UYTO YacTh TaKUX OOJe3HEl IMOO0 13-
HayaJbHO HMMEET CMeIIaHHbIe MPU3HAKW HECKOJIbKUX TPYII, WU
npuodpetaeT uUx B Mpolecce mporpeccupoBaHusi. Co3HATENbHO B
MpeACTaBJIeHHON paboTe He aHaJIM3UPYIOTCS HelipoJereHepaiuu,
CBSI3aHHBIC C MPEMMYIIECTBEHHBIM IOpaXeHUeM IepudepuIecKrux
HEPBOB M MBIIIILI.
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