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Bonesns Bunscona — KonoBasnoBa (renatoieHTHKYISIpHAs JeTeHepalys, rernaTonepeopaibHas AUCTPOHs)

— TSDKeJIoe IPOorpeccupyrolee HAacleICTBEHHOE 3a00JIeBaHue, TTepeatoIeecs 0 ayTOCOMHO-PEIIECCHBHOMY THITY, B OCHOBE
KOTOpPOTO JIGKHT HapyIIEHHE SKCKpEIMM MeId W3 OpTraHW3Ma, NPHUBOAAIIEe K H30BITOYHOMY HAKOIUICHWIO 3TOTO
MHUKpPOJIEMEHTA B TKaHSIX M COYETAHHOMY MOPa)XCHHIO MapEHXMMATO3HBIX OPraHoB (TIPeXIie BCEro MEeYEeHH) U TOJIOBHOTO
Mo3ra (IPEerMYIIECTBEHHO MOIKOPKOBBIX SIEP).

CBoe Ha3BaHME OOJIE3HB MOTYUMIIA IT0 UMEHHU aHTIIHICKOT0 HeBposora Camroens Buibcona, koTopbrii B 1912 rony
orryOnMKoBan paboTy, e Jajd ONHMCaHWe KIMHMYECKOM M TAaToJI0roaHaTOMHUYECKOW KapTWHBI HOBOrO 3a0oieBaHHMS,
XapaKTepU3YIOIIErocs COYETAHHBIM IIOpaKEHWEM II€UYeHH W MO3ra, HayajloM B MOJIOJIOM BO3pacTe € JAaJbHEHIIeM
MIPOTPECCUPOBAHUM PUTHUAHOCTH, OUC(HAarud, IU3apTPUH, TMIEPKUHE30B (PUTMUYHBIX M apUTMHUYHBIX), TICUXUYECKHX
PaccTpOICTB NPH OTCYTCTBUHU PU3HAKOB OPaXKEHHS MMPAMHUIHBIX ITyTeid. Mop(hoIorniecky onpeaesuIiuch IByCTOPOHHIE
W3MEHEHHMs1 YeueBUIIe00pasHbIX sJep, a B MEUeHN BO BCEX ciydasx 1uppo3. B Poccun yueHne o remarto-ieHTHKYISIpHOU
JICTEHEpalMy CBSI3aHO B NEPBYIO OuYepelb C MMEHEM OJHOr0 M3 KPYIHEHIIMX OTEYeCTBEHHBIX HeBponoroB Hukomas
BacunbeBnua KonoBanoBa u ero mkonbl. CKpymyne3HOE MHOTOJIETHEE H3Y4EHHE KIMHUKA M MOP(QOJIOTHH 3TOTO
3a00JIeBaHMs 1AM BO3MOXKHOCTB CO3/1aTh MOJAPOOHYIO OPUTHMHAIBHYIO KJIACCU(HKALUIO OOJNE3HH, a TaK K€ M0Ka3aTh 4YTO
MaTOJIOTHYECKUE N3MEHEHHE B MO3re HE OIPaHUYMBAIOTCS YEUEBUIIEOOPA3HBIMU sIpaMH, a HocsaT nuddy3HbIA Xapakrep.
ITosToMy OH fai onpeneneHue 0one3Hn — remarorepedpanbaas auctpodus (1, 7).

[puunHo#t Bo3HMKHOBeHUs1 Oone3nn Bunbcona-Konosanosa (BBK) sBistrorcst myranyu rena ATP7B, koTopbrii
nokanu3oBaH Ha 13 xpomocome B sokyce 13q14.3 u xogupyer mens-Tpancnoptupyromryto AT®-a3y P-tuna — ATP7B. K
HaCTOSIIIEMY BpEMEHH BbIsBIIEHO Ooriee 600 pa3miyHbIX MyTaluii 0e3 YeTKol Koppeisiiuy reHoTuna ¢ gpenorunom. st 380
U3 HUX JIOKa3aHa ponb B natoreHese 3adoneBanus. AT®d-a3p1 7B 0OHapykeHbl B renaToluTax U Kamuusipax Mo3ra. IToT
(epMEeHT yJacTBYET B BBIBEICHUH MEIM W3 OpraHu3Ma (M3 KpOBU B eI4Yb) U M3 TOJIOBHOTO MO3ra B KpoBb. VIMEHHO ee
HenoctaTok BeI3bIBaeT BBK. AT®-a3a 7B ocyiiecTBiaseT TpaHCIIOPT MOHOB MEIU U3 KJIETKHU 3a CUET SHEPTHH PacIien-JIeHHs
AT, a Taxke ydacTByeT B 00pa30BaHUM U3 alo-1iepyI0MIa3MuHa (pyHKIMOHATIEHO AKTUBHOT'O LIEPYIOMIa3MUHA, KOTOPHIH
3aTEM BBIACIACTCA B KPOBD. Be}lyHLI/IM 3BCHOM IIaTOIC€HE3a ABJIACTCA XPOHHUYCCKAsA MHTOKCHUKAIUA MEABIO. Hapy—ujaeTCﬂ
0ajyaHC MEXIy IIOCTYIUIEHHEM U 3Kckpeed Meau. C muield B CyTKH MOCTYNaeT B OpraHu3M oOT 2 10 5 Mr Meau. B Hopme
SKCKPELHsI MEIH C JKEIYbI0 COCTABIAET OKOJO 2 MT B CyTKH, a npu BBK mums 0.2-0.4 mr. OcTaromasicst He CBS-3aHHAs C
LEPYNIOIIIa3MUHOM TOKCHUYECKasl ME/Ib OTKJIAbIBACTCSI B OpraHax. I 0JIOBHON MO3T SIBIISIETCSI OHUM W3 TJIaBHBIX JIETIO, I71e
HAKaIUTMBAETCsl CBOOOIHASL TOKCHYECKask Mejb, KOTOpasl BBHI3BIBAET Pa3JIMYHON BBIPAKCHHOCTH JECTPYKTHBHbBIC H3MEHEHUS
B €ro cTpykrype. [loMrMMO UTOTOKCHYECKOTr0 OIMCAaHO AaHTMOTOKCHUECKOE JICHCTBUE MEM NPUBOSIIECE K UIIEMUIECKOMY
KOMIIOHEHTY MopakeHHs HepBHOII cucteM (1, 5, 7, 8).

[epBbie KIMHUYECKHE CHMITOMBI 3a00JIEBaHUS Yallle BCErO MPOSIBISIOTCS B Bo3pacte oT 5 no 45 ner. BBK
OTHOCHTCS K peikuM 3aboneBanusiM. PacripoctpaneHHocTh ee coctaisier 1-9 cinyuaeB Ha 100 000 Hacesnenus. B cBsi3u ¢
PEIOKOCThIO TMATOJOTHH, BBIPAKEHHBIM MOMMMOP(U3MOM IPOSABIICHUH, HE CIEH(PUIHOCTHIO OCHOBHBIX KIMHHYECKUX
CHHZPOMOB 3TOr0 3a00JI€BaHMs, HEIOIHONH OPHEHTHPOBAHHOCTBIO NMPAKTHYECKHX Bpaueid NMAarHOCTHYECKas U JedeOHas
taktuka npu BBK 3ama3gpiBaer B cpemHem Ha 3-15 mer. BompHBIe "acTo HAaOMIONAIOTCS Y HEBPOJIOTOB C JHATHO3aMU:
nocneacTBus HefiponHdekuuu, nocienctsust YMT, muciupKymnsTOpHas WIM TOKCHYecKas dHiedanonaTus, paccesHHbII
cKJIepo3, Oone3Hp IlapkuHCOHA, 3CCEHIMATBHBI TPEMOp, THIEPKUHETHYECKHH CHHIPOM, MOMONATHYeCKas TOPCHOHHAsS
JUICTOHUS, TPEBOXKHO-JeTIpeCCUBHBIN cuHapoM u 1p. bBK onHa U3 penkux HacimenCcTBEHHBIX OoNe3HEH it KOTOpoi pas-
paboraHa >(dexTuBHAS MATOreHeTHYeCKass Tepamus M MOATOMY paHHEe PAClO3HAaBAHHE U JICYEHHE MMEIOT OTIMYHBIA
nporHo3. Ha ¢oHe coBpeMeHHBIX BOZMOXHOCTEH Tepanuu HabIrogaeTcsl 3HaYUTeNbHbIH natoMmopdo3 6oe3HH, BIUIOTE 0
TIOJTHOI'O MCYE3HOBEHUSI CUMIITOMATHKH IIPU CBOEBPEMEHHOM HA3HAYCHUM MEIB3IMMUHHPYIONIMX Npenaparos. bes neue-
Hus BBK umeer HEyKIIOHHO mporpeccupylomiee Te4eHne ¢ Hem30eKHBIM (haTaIbHBIM HCXOI0M depe3 2-15 set ot mebrora
cumnToMoB 3aboneBanus. He neuennas BBK paBHOMEpHO MPUBOAWT K CMEPTH OT NIEUEHOYHON HEAOCTATOYHOCTH WIIA OT
OCJIOXHEHHUH TsHKETIOW HEBPOJIOTHUECKOW MHBATMAHOCTH (5, 8).

Knuamueckas kaptuna BBK xapakrepuzyercst 00iIbpIINM MOITUMOP(PHU3MOM B OTHOIIEHUH KaK HEBPOIOTHYIEC-KUX,
TaK ICUXWYECKHX M COMATHUYECKHX MpOsiBICHMH. OCHOBHBIMU OpraHaMH-MHIIEHSIMH, KOTOpble mopaxkatorcs npu bBBK,
SIBIISIFOTCSI TI€U€Hb, TOJIOBHOM MO3T ¥ Mo4kH. HapymieHne BBIBEICHUS MEOW M3 OpraHu3Ma MPUBOAUT K IIOCTEIICHHOMY €€
HaKOIUICHHIO B OpPraHax M CHCTEMax B OIPENEICHHOW IOCIeOBAaTENbHOCTH. [lepBOHAYaIbHO MeIb HAUWHAET HaKallIH-
BaThCs B edeHu. [ledeHouHast MaHndecTaws Habmogaercst Hanboiee yacto — 10 50% GompHBIX. [Tocite 3Toro kak meyeHp
HACBII[AETCA MEJBIO, UYTO B PAAE CIIydaeB MPOMCXOANUT OECCHMIITOMHO, MEAb TEPEPACTIPENEISIETCs] CHCTEMHO, HaKaIuInBa-
sick ipexzae Beero B LIHC, uTo BeneT K HEHPOIICHXMYECKNM CHMIITOMaM, KOTOPBIE Yallle BCEro Pa3BUBAIOTCS HA BTOPOM U
TPEThEM JECATHIICTHAX *XW3HM. HeBpomormueckas u mcuxudeckass MaHudecramms Habmomaerces y 35 n 10% OGonbHBIX
(coorBercTBeHHO). [IpH BBISBICHNHN MTEYEHOYHON HEIOCTATOYHOCTH YacTO HEBPOJIOTHUYECKNE U NMCUXUYECKHUE MPOSIBICHHS
OIIMOOYHO CBSI3BIBAIOT C NEUCHOUHOH sHIedanonatuei. Y 15 % OonpHBIX 3a0071€BaHNE TPOSBIIIETCA TEMATOIOT NIECKU-MH
CHHIIpOMaMH, TIPEXKJIE BCETO TEMOIUTHIECKOI aHeMuei. MacCHBHBIN BBIOPOC MEIN M3 TENATOIIMTOB B KPOBH TPH UX
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pa3pylIeHNH T0J| BO3JECHCTBHEM KaKOM-TMOO BHENIHEH NMpW4HMHBI (MH(QEKIWS, WHTOKCHKALMS, STPOT€HHAs peakuus Ha
THOJIOBBIE XWJIATHl U JIp) MOXET IPUBECTH K MHOTOKPATHOMY TIOBBIIIEHHIO €€ KOHIIEHTPAlUK B IIa3Me KPOBHU, U K Me/Ib-
MHIyIMPOBaHHOMY (Ha (OHE T'MITOLEPYIOIIIa3MIUHEMHN) MaCCHBHOMY TeMOJTU3Y M Jayee K (yJIbMHHAHTHON NEeYeHOYHOH
HecocTosTenpHOCTH (1, 10).

HamIel crpaHe Haubojee pacmpocTpaHeHa Kiaccudukarms 3adoneBanus H.B. Konosanora (7). OCHOBHBIMU
¢dopmamu BBK sBistorcs abnomuHanbHast (TenaTonartysi, BIWIbCOHOBCKHI TeMaTHT, IUPPO3 Te4eHH, (hyIbMUHAHTHAS Tie-
YEHOYHAs! HEeJOCTaTOYHOCTh) M IepedpanbHas (OpMbI (PUTHIHO-apUTMO-THIIEPKUHETHYECKAs, IPOXKaTelbHO-PUTHIHAS,
JpOKaTeNbHasl W SKCTPaNMpaMHUIHO-KOPKOBast). Y HEKOTOPBIX NAlMEHTOB 3a00JieBaHHE IEOIOTUPYET TeMOJIUTHYECKON
aHeMuel (¢ Kpu3amu U 0e3).

JAHHOM CTaThe MBI HE Oy/eM MoJAPOOHO OCTaHABIMBATHCS Ha MHOTOOOpa3uH HEBPOJIOTHYECKUX M IICHXHYEC-
kux nposienenuit mpu BBK. AkuieHT crenaeM TOJIbKO Ha SNMHJICNTHYECKUX MpUcTynax. B cBoux Habmonenusx C. BumbcoH
(1912) He omuchIBAET SMUICITHYECKUE TIPUCTYITHI B KITMHUYECKOI KapTHHE HaOmomaemMbix uMm OonbHbIX. Konosanos H.B.
nmes B 0aze naHHbBIX Oonee 500 OONMBHBIX Takke HE BUJAWT JaHHBIC MPOSBICHUS B HauOOlee YacTo JUArHOCTUPYEMBIX
(opMax — pUTHIHO-aPUTMO-THIIEPKUHETHYECKAs], NPOXKATENLHO-PUTHIHAS, APOKATeIbHAs. DNMMICNTUYECKHE TPUCTYIIBI
BCTpEYAIIUCh TOJIBKO NpH Hanbosee Tsoxenoil popme 3a00neBaHusT — IKCTpaNUpaMuIHO-KOpKOBOiL. [Ipu aToM cumraer-cs,
410 3Ta (hopMa He SIBJISIETCSI CAMOCTOSITENBHOMN, @ MOJKET Pa3BUBATBCS C TEUSHUEM BPEMEHH HITH T10]1 BO3/IEH CTBUEM BHEITHUX
(axTopoB u3 000K OCHOBHOI HeBpomormdeckoil Gpopmsl bBK. Ona xapakrepusyercss TeM 4YTO TUIIMYHBIE Ha-PYLICHUS
OCJIOXKHSIFOTCSI OCTPO Pa3BUBAIOIIMMUCS TMPAMUIHBIME IIAPE3aMHU M PEIKUMH T'€HEePaTM30BaHHBIMU TOHUKO-KIIOHUYECKUMHU
SMIICNTUICCKUMU Tpunaakamu (7).

Ha rpanunne XX u XXI BexoB cpeay uccieaoBaTeneil IMech NpoTHBopeunBbie nanuble. Tak Taly A.B.
KoJuieramu, HaOmo/as 3a 282 OOJBHBIMU C renaToleHTHKYJsipHoi nerenepanumeit (I'JI/1) B Teuenne 30 ner, onuchIBarOT
CIeIyIoe KIMHUYECKUE MPOSBICHUS — MapKUHCOHU3M Y 62,3%, muctonus y 35,4%, Mo3xkeukoBble HapymeHus y 28%,
nupamMuiHas cumnromaruka yl6%, xopes y 9%, atero3 y 2,2%, Muoknonus y 3,4%, noBeneHueckue HapymeHus y 16%.
Onunerncuu B 3ToM crimcke HeT (14). JlaHHbIX 00 3MUIIeNTHYECKUX NPUNAAKax HET U B 0030pe MPEICTaBICHHOM Ha MEX-
JYHapoJHOM CalTe IMOCBAIIEHHOMY opdaHHbIM 3aboneBanusM (12). B Toxe Bpems, HccieqoBaTenH, 3aHUMAOIIHECS
npobneMamMu snuiericuy npuBoasaT apyrue mudpel. Dening TR ¢ komteramu B cBoeld paboTe MUILNYT, YTO SIHIETICHS
BeTpeuaercs y 6,2% 6omnbHbIx ¢ ['JI/] n MoxeT nebroTupoBaTh Ha J1r000M dTane 3abonesanus (11). Oto B 10 pa3 yamie, yem
B nonyssiuu. Eme 6onbinyro nudpy ykassiBator Prashanth LK ¢ xomteramu (13). DnmienTudeckue NpUCTYIbI OHU Ha-
omonanu y 41 u3 490 naruentos (8,3%). IIpu 3TOM MPUCTYIBI MPEIIIECTBOBAIN APYTHM XapaKTepHBIM HEBPOJIOTHYECKUM
nposBienusM [J1/] B 19,5%, nosBisuinck B pa3BepHyTol craguu 6one3Hu Ha (oHe Apyroi cumntomMaTuku B 46,3%, moc-
JISIOBAJIN 33 HAYaJIOM NATOreHeTH4ecKoi Tepanuu B 29,2%. OnucaHsbl clieayrolye TUIbI IPUITAJAKOB: TeHepaI30BaHHbIN
TOHUKO-KIIOHUYECKHH y 29 OO0JIBbHBIX, IPOCTOH MaPUUAIBHBIN Y 8, CIIOKHBIN MapUUaIbHBIN y 6, TapUUabHbINA C BTOPHY-HOM
reHepanuzanueii y 2. Y 6 nanueHToB ObUIO HECKOJIBKO THUIIOB MPHIIAJIKOB, a y 4 -dmuientuyeckuil craryc. OaHuM u3
OpPHUI'MHAJIBHBIX BBIBOZOB aBTOPOB IO pe3ynpTataM MPT roinoBHOro mosra u ero naToJIoroaHaTOMHUYECKOTrO MCCIIEIOBAHUSA
SIBUJIOCH TO, YTO Y MALMEHTOB C CYAOPOraMH Yallle HaXOMIN U3MEHEHHs OelIoro BEIeCTBa, YeM Y MalleHToB 0e3 HUX. JTo
coryacyercs ¢ pe3yabTaTaMH paboThl COTPYAHHKOB Hamleil kadenpsl, B KOTOPOH FOBOPUTCS O BEPOATHO 3HAYMMOH POJIH
MaTOJIOTHHU OENIOro BElIeCTBa B MATOreHe3e JOKAIbHO-00YCIOBICHHBIX (GopM amerncHii (3, 9).

OTEUECTBEHHOW U 3apyOeHOIH HAY4HOH JIMTepaType UMEIOTCs OTIeNbHbIe KinHndeckue onucanus bBK mpu
KOTOPBIX SMMJIENTHYECKUE IPUCTYIIBI UTPAIOT LEHTPAJIbHOE 3BeHO. MBI pacronaraeM cOOCTBEHHBIMH HAaOIIONCHUAME JBYX
MAIFEHTOB, C KIMHNYECKON KapTHHOW HE ONHCAaHHOW paHee — HEBPOJIOTHYECKUil e0I0T C HEpaCcIIO3HAHHOTO OecCy 0pOoXK-
HOTO SIUJIENTHYECKOr0 CTaTyca, ¢ MOCcaeIyomuM Hed()(HeKTUBHBIM JIeYeHHEM KPUITOI€HHOU JIOKAIBHO-00YCIOBICHHON
SMMIIETICHH, & TAK)KE, BOSHUKHOBEHUH Y BTOPOT'O MAIMEHTa C YCTAaHOBJIEHHBIM qrarHo3oM bBK dacTeix dapmakope3ucTen-
THBIX SMWIENTHYECKHUX TPHUCTYIIOB, KOTOPBIE I10CIIE KOMIUIEKCHOM 00CIIEJOBAaHUN OKA3aJIUCh IICEBO3TMIICIITHIECKIMHU.

Kannuuyeckuii mpumep Nel. bBomeras H. (1970 r.p.) obpaTtuiack B KIMHUKY HEPBHBIX Oomesnelt BMenA M.
C.M. Kuposa B urore 2015 r. ¢ xamobamu Ha IPUCTYIIBI TOTEPH cO3HaHMUSA ¢ cynoporamu (1 pa3 B mecsin) u 6e3 (5-10 pa3 B
Mecsir) Ha (oHe mpuema Banbpoata (2500 Mr/cyTku), TpEeMOp PYK, SMOIMOHAIBHYIO JTaOUILHOCTh, HAPYIICHHE MAMSITH,
cHa. Nimeer BrIcmIee obpa3oBanue, 10 2010 1. 3aHIMaNa JODKHOCTh HadaJdbHHUKA oTAena B 6anke. C 2008 1. crama oTMedarth
TIOBBIIIEHHYIO Pa3ApaKUTEIbHOCTh, HEOOOCHOBAHHYIO IIAKCHBOCTD, BCIIBIBYMBOCTD, YTO CBSI3bIBAJIA
OompmmMu Harpy3kamu Ha padote. K koniry 2009 r crama WCHBITHIBATH MPOOJEMBI C 3alIOMHHAHHEM, TOSBHIACH pac-
CeIHHOCTb, HeBHUMATEIbHOCTL. B 2010 I mociie KOMILIEKCHOT0 00cienoBanus, BKiaovaromero MPT rogosroro mosra, 90T,
V3T, meBponmormdeckoro 3aboieBaHWs HE BBIBIEHO. HaOmromamack y ImcuxorepamneBTa € acTeHO-HEBPOTHYECKIM
COCTOSIHMEM TPHHHUMAs Pa3MYHbIEe TPYNIBI IICHXOTPOIHBIX MPENapaToB (aMUTPHUIITHIUINH, BalbIoKcaH, adabdasorn, de-
HUOYT). B CcBsI3U ¢ momymerrneM ommOoK Ha paboTe OblIa yBoJIeHa. B mocnmenyromuii To poICTBEHHUKH OMICHIBAIOT OCTPO
BO3HMKIINI 3MTU30] JUINTETHHOCTHIO 10 MECSIIa BO BPEMsi KOTOPOTO CECTpe MPHIIIOCH IepeexaTh K OOIbHON IS yXxona 3a
Hedd. [lammeHTka oOmianmack ONHOCIOXKHO, HE BCErja aJeKBATHO CHUTYALlMH, OTMEYAJIHCh SMH30/bI J1€30PHEHTA-IIUH,
«3aMeIIaTEeNnbCTBa», HApYIIEHWEe MaMATH, CHA, MEpEcTaja BBIXOAWTh HA YIHIY, TOTOBUTH €Iy, CAMOCTOSTEIBHO €CTh,
yXaXuBaTbh 3a co00i. [Iponcxonsiee poICTBEHHUKH M Bpadd OOBSCHSINM HEPBHBIM CPBIBOM W3-3a yBOJbHEHMs. Cramu-
OHapHO He oOcnenoBanack. KymiupoBanock cOCTOSHUE Takke OBICTPO Kak M BO3HHUKIO. Ilocie 3Toro smm3ona MosSBHIINCH
TIPUCTYTIBI, KOTOPBIE MAIMEHTKA caMa HE 3aMedaja MPOAOKUTEIBHOCTRIO 10 | MUHYTHEL. CO CIIOB OKpYXAIOUINX — 3aMH-
paJia ¢ OTKpPBITBIMH TJIa3aMH, COBEpIIIaIa )KeBaTENbHBIE U TII0TATEIbHBIC IBIKEHNS, Tpor3Hocuia 3Byku. K 2012 roxy
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YacToTa WX YBEJIMYWIAch 10 2 pa3 B Mmecs. [locie mepBoro CiryduBIIErocsi T€HEPaTU30BAHHOTO TOHHKO-KIOHHYECKOTO
npucrymna odcnenoBanack. MPT roioBHOro Mo3ra — ymMepeHHOe pacimpeHre OOKOBBIX KETYIOUKOB U cyOapaxHOUIAIb-
Horo npoctpaHcTBa; I3 — ymepenHble auddy3HbIe U3MEHEHHS B BUJE JE30pPTaHU3ALH OCHOBHOI'O PHTMa, YMEPEHHO
BbIpakeHHas Aud(dy3Hasi MEUIEHHO-BOJTHOBAsI aKTMBHOCTh TeTa JHalia3oHa; MEIUIUHCKUI MCHXOJOr — acTeHO-Jempec-
CHBHBI CHHIPOM. BBUT BBICTaBIEH JUarHo3 — JIOKAIBHO OOYCIIOBJICHHAs] KPUITOI€HHAs DIUIIEIICUS C HMapIUaIbHBIMHA U
BTOPUYHO-T€HEPATU30BAHHBIMU TOHUKO-KJIOHMYECKUMHE MPHUCTYIIaMH, Ha3HaueH KapOamasenuH. B cBs3M ¢ yBennueHHeM
MIPUCTYTIOB, HE CMOTPSI HA ITOCTENIEHHOE MOBBIIIEHHE JI03bI, IUIOXOH NEPEHOCUMOCTH TIpenapara, B TeUeHHE MOCIEeTyIOIIHX
JBYX JIeT kapOamazenuH ObLT 3aMeHeH Ha Baibipoat. C 2012 mo 2015 r. manueHTka exxerofHo Beinoinsuia MPT rojxoBHoro
MoO3ra — JaHHBIX 32 04aroBOE MOPa)KEHUE BEUIeCTBA FOJIOBHOTO MO3Ta HE ONpPEEIsUIOCh, PU STOM, B TMHAMHKE OTMeda-
JIOCHh YBEJTMUEHHE MHIEKCA OOKOBBIX JKENYJOYKOB, PACIIMPEHHE 3 JKeNyI0dKa W CyOapaxHOWAAIBHOIO IPOCTPAHCTBA I10
KOHBEKCHUTAJIBHOH IMOBEpXHOCTH. He3aMeueHHBIM /U151 HEBPOJIOTOB MPOLLIO HE TOJIBKO Pa3BUTHE OHITONYIAPHOHN aTpoduy,
Ho U pe3ynbTathl KT romoBHOro Mo3ra, Kotopasi Oblila BEINOJHEHA B PUEMHOM Tokoe 1ocie odepenHoro I 'TKII u B xoto-
POM ONHKCHIBAINCH OYark N3MEHEHHs CHI'Hajla B 0a3aJIbHBIX S/Ipax C JABYX CTOPOH, C 3aKJIIOYEHHEM — MEJTKUE KaJbIIHATHI B
obnactu 0a3aNbHBIX TAHIVIMEB C IBYX CTOPOH.

[Mocne oOparieHus B Hally KIMHUKY ObLIM M3y4€HBI BCe MEIUIIMHCKHUE IOKYMEHTBI, COOpaH MoJpOOHbIH aHaM-
He3, BKJIIOYAs PaccKas3bl POJCTBEHHUKOB M 3HaKOMBIX. [locie BBIMOIHEHMS! HIMPOKOTO CIIEKTPa aHAJIM30B Ha pa3jIndHbIC
0oJe3HN HaKOIUIEHHMS, METa0OJIMYECKUE U SHIOKPHHHBIE HApYILIEHNs ObLJI BBICTABJIEH OCHOBHOM MarHo3 — 0ose3Hb Buitb-
coHa-KoHoBasoBa, iepedpainbHas opma.

HEBPOJIOTHYECKOM CTaTyCe BBISBJISIICS TOJBKO M30JIMPOBAHHBII MMOCTYPAIbHBIN U KHHETUYECKHI TPEMOP PYK,
KOTOprﬁ CHayaJia CBA3bIBAJIN C HCBPOTUYCCKUMMU IPOABJICHHUAMM, a IIOTOM C IIPUEMOM BAJIBITPOATOB. Ha6mo)1am/1 CHMXCHUC
KpaTKOBpCMeHHOﬁ maMsTh, KOHOHEHTpallul BHUMAaHUs, 3aMEJICHUE MBIINUICHHUS, CHUXKECHNE KPUTUKHU K CBOEMY COCTOSHUIO.
Pe3ynbTaThl TECTOB: «KpaTKas IIIKana OlleHKH ncuxudeckoro craryca» (MMSE) cocraBunu 22 Gasuia, 4TO COOTBETCTBOBAIIO
JIEMEHIIUH JIETKOH cTenenu, «oarapes 100Ho# auchyHkimm» (FAB) — 15 6annoB, 4To COOTBETCTBOBANIO YMEPEHHOH JIOOHOH
TUC(hYHKIHMH, «TOCTIUTabHAS MIKajda TpeBory u nenpeccuny (HADS) — 8/15 6annoB, 4To cOOTBETC-TBOBAIIO CYOKIMHUYECKN
Bpra)KCHHOﬁ TPEBOTC U KIIMHUYCCKH 3HAYUMBIM MPOABJICHUAM JICTIPECCHUU.

Oco0OeHHOCTSIMU JaHHOTO KIMHUYECKOr0 HaOJ0/ICHHs SIBUIINCh: Ha ()OHE TMOSIBUBLIMXCS HAPYIICHUH MCUXHKH
Je0I0T HEBPOJIOTHYECKUX HPOSIBICHUH B BUie OECCYIOPOKHOIO AMUISITHIECKOTO CTaTyca ¢ MOCIEAYIOUIMM OSBICHH-EM
U ydanieHueM (poKaJbHBIX MOTOPHBIX NPUCTYIIOB C HApYIIEHHEM CO3HAHUS (C aBTOMaTU3MaMM) U OulaTepaabHBIX TOHUKO-
KJIOHMYECKUX IIPUCTYNOB C (hOKaJIbHBIM 1e0l0ToM. PapMakope3NCTEHTHBIE SMIICHTHYECKHE MPUCTYIBI OKa3a-JUCh B
CTPYKTYPE aKTyaJbHOro 3a00JeBaHus, TPEOYIOIEero Creu(pUIecKoro Je4eHus, KOTopoe ObIIO paclio3HaHO depe3 7 JIeT OT
nebrota. JluarHoctuka OecCyZOpPOXKHOTO SHMICNTHYECKOTO CTaTyca BCETAA BbI3BIBACT TPYAHOCTH (OCOOCHHO IIPH
OTCYTCTBUH SIMJICICUH B aHAMHE3€), TaK KaK CYJOPOXKHBIX MPOSABIEHUH y OONBHBIX HET, a OCHOBHBIMHM KIMHHYECKUMH
9KBUBAJICHTAMM 3IIIEITHYECKOTO CTAaTyca SBIAIOTCA — «IMHICITUIECKOE CYMEPEUHOE COCTOSIHUE), COIIPOBOXKIAIOLICECS
KOJIe0aHUAMH CTEIICHHM YTHETCHHs CO3HAHHUS, PEaKTUBHOCTH, MOBEIEHYECKOH c(epbl U «MEHTaJbHOro» craryca. Takue
OoIbHBIE, KaK MPABUIIO, MONAAI0T B MOJIE 3PEHUSI ICUXUATPOB (4).

C 80-x ronoB XX Beka OCHOBHBIMH aHTHIIMMJIEITHYECKUMHU NperapaTaMu PEKOMEHIYEMbIMU B JIUTEpaType MpH
NOSIBJICHUM TPHUCTYNOB y OonbHBIX ¢ BBK sBmstoTcss Bampmpoar wim kapOamasenud. C yderoMm, 4Tro 00a OHH Me-
TabONMM3UPYIOTCS B NeueHy, a nedenb npu [JIJ] crpagaer omHO# U3 MepBBIX, CUUTAEM, YTO B 3aBUCUMOCTH OT PE3YIIbTa-TOB
71a00paTOPHBIX M MHCTPYMEHTAJIBHBIX HCCIEI0BAaHHH, KOMOPOUIHBIX COCTOSHHUI OOIBHOTO MpenapaTtaMy IepBoro BeIOOpa
JIOJDKHBI OBITh — TAMOTPHIKHH, JIEBETHPALleTaM, JJaKocaMuJl, Tonupamar. B HameM npumepe, nocie nocTeneH-Hol 3aMeHBI
BaJbIIpOaTa Ha JIAMOTPHDKUH, OTMEHBI BaJIbJJOKCaHAa y MAIlMEHTKU MOCTENEHHO YIYUIIWINCh NMCUXUYECKUE (TPEBOXKHO-
JIeTIPECCUBHBIC) TIPOSBIICHIS M KYITUPOBAIKCH T€HEPaII30BaHHBIC IPUCTYIIBL. Y BETHUYCHUE JO3bI JIaMOTpHI-kuHa 6omee 100
MT He NPUBOIWINA K PEMHUCCHH (OKAJIBHBIX MPUCTYIBL, B CBSI3H ¢ 4eM ObUT JobaBiieH jeBeTupaneraM. KoMOHHUpOBaHHAS
Tepanus samorpumkuaa (100 mr/cytku) u neBeruparierama (1500 Mr/cyTku) yepes roji, COBMECTHO C MEbIIMMHHUP YIOLIeH
Tepamnue, IpuBelia K MeIUKaMEeHTO3HOW peMuccuu npuctynoB. Ciexyer cka3aTh, 4to ¢ 2017 r. y HeBpoiora B apceHaie
osBIIICS OpmBapameTaM (HOBOE IOKOJICHHE parieTaMoB). JlocTomHCTBOM OpHBaparieraMa siBisieTcss 6oiiee HU3KHM, YeM Y
JIeBETHpaleTaMa IOTeHIHAI IICHXUYECKHUX U TIOBEJCHYECKUX HEXETATENbHbIX SIBICHNH, CPaBHUMBIN
mwrane6o (7). [Tostomy y mammentos ¢ bBK u smunencueii, IMelommx OOJBIION MPOIEHT HEeTICHXOTHIECKUX MOBEJeHYeC-
KHX PacCTPOMCTB B CTPYKType OoNe3Hu, OpuBapereraM Ha CErOAHAIIHUNA I€Hh MOXKET CIYKHTh XOpOIIEei aabTepHATHBOU
JICBETHPALIETMY.

Tax ke He THMUYHOCTH TaHHOTO IPUMEPA CBSI3aHA C BBISIBICHHEM NPU3HAKOB OTIOKEHHS Meau 1o faHHeM KT u
orcyrcrBue ux Ha MPT. Cunraercs, uro MPT sBnsiercss 6oiiee BaXXHBIM AUATHOCTUYECKAM METOMIOM IIpH IepedpabHON
¢dopme 3abomeBanms. MPT BBIABISIET XapakTepHBIE OYard B TOMIOBHOM MO3Te, a TaK ke Hecnenupuueckyro auddy3Hyro
aTpoduro Mo3ra. THUNMYHBI THIEPUHTCHCUBHBIA cuTHal B T2 pexume B 00JIACTH YEUMBHIICOOPA3HBIX, TATAMHUYECKUX U
XBOCTATHIX SIEP, CTBOJA MO3Ta, MO3XKEUKa M Oelloro BEIIecTBa. XapaKTepHBIM, HO peaknM MPT — cuMmromoM B cpesax
CpEeHEero MO3ra SIBISETCS] KapTHHA, HATIOMUHAIOIIAS (JTUIIO TMTAHTCKOW MaHIsDy. B Hamem mpumepe, HECMOTpPS Ha MOJIO-
JIOM BO3PACT, MPOCIEKUBACTCS IPOrPECCUPYIONINN aTpohUECKHIi TIPOLiecC B TOJIOBHOM MO3Te B BHJIE PABHOMEPHOI'O pac-
IApeHns cyOapaxHOMJANBHBIX IPOCTPAHCTB M KETYIOYKOBOW CHCTEMBI. DTH HapyIICHHS IOITBEP)KIAIOT TOKCHYECKOE
BIIMSIHUE MEH Ha CTPYKTYPHI TOJIOBHOTO MO3Ta, KOTOpOe HOCUT Au(Qy3HBII XapakTep.
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[IpuBeneHHBIN KIMHUYECKUHA TPUMEP JUKTYET HEOOXOANMOCTD IPOBEICHNUS J1a00paTOPHBIX MCCIICIOBAHMUM, Ha-
MIpaBJIEHHBIX Ha MCCIE0BaHNE oOMeHa MenH, a Tak e BoinmoaHeHnn MPT u KT ronoBHoro Mosra B AMHaMuKe, B CIydasix
COYETaHUs NICUXUYECKUX HAPYIICHUH 1 SIHUJICTICHH, PE3UCTCHTHON K aHTHKOHBYJILCAHTAM, TaK KaK B OOJBIIMHCTBE CITydacB
WCTUHHAS (PapMaKOpPE3UCTEHTHOCTh OOYCIIOBJIEHA DPAa3BHBAIOIIMMCS WIM IIOCTOSHHO JEHCTBYIOIIMM STHOJIOTHYECKHM
(axTopom (2).

Knaunuueckunii mpumep Ne 2. [MTanmentka I'. (1987 r.p.) Ha done nomHoro 6narononydauns B 2008 r. nmeperocut
OCTPYIO TEMOJIMTHYECKYI0O aHEMHIO, KOTopasi Oblla paclieHeHa KaK ToKcudeckas. IIpy coXpaHeHWH NOBBIIIEHHBIX ITOKa-
sarenerr kpou (ACT, AJIT, owmpyoun, I'TTII) mocine BHIMUCKH MOSBUIKMCH kKaJT0OBl HA YCHICHUE WHTCHCUBHOCTH TI'O-
JIOBHBIX OOJIeH, Meproabl U3MEHEHUS! HACTPOCHUsI, TOBBIIIEHHYIO COHJIMBOCTb, SMHM30/bI YyBCTBAa APOXXKH BO BCEM TeJe,
TIEpHOINIECKOE OHEMEHNE U CBEJICHUE PA3JINYHBIX MBIIIEYHBIX TPYII. [IJIs yTOUHEHHs MPHUPOJIBI TEMONN3a 00CIe0oBaHa
reMaToJIOTMYECKOM CTaIlOHape, 3a00JIeBaHIs KPOBH UCKITIOUEHBI. Ha mpoTshkeHNH MocenyomuX IBYX JIET COXpaHs-JIHCh
XKaJoObl U M3MEHEHHs KPOBH, AMArHo3 He Bepu(HIUpOBaH. B CBSI3M ¢ MHTEHCHBHBIMH TOJIOBHBIMH Oonsimu B 2010 T.
ocMmotpena HeBposioroM BMenA um. C.M. Kuposa. B HeBponorundeckom cratyce — qucOHUS, AUCIHATOXOKHHE3 CIIeBa,
MOCTYpaJIbHO-KMHETHYECKUI TPEMOp B JIEBOW pYKe, 3aIl0/I03peHa renaToleHTUKYIsIpHas nerenepaius. MPT roigoBHoro
MO3ra — CHMMETPUYHOE TTOpakeHHe 0a3alibHbIX SIEP, CKOPIIYIBI U TOJIOBKM XBOCTATOIO spa, KOTOPhIE XapaKTepU3YIOTCS
runepuHTeHcuBHBIM curHajioM Ha T2 BU, FLAIR UII, uzo- u runonntencuBHbiM Ha T1 BU, ymepeHnHoe pacuupenue
cy0apaxHOMJaILHOTO MMPOCTPAHCTBA KOHBEKCA. 3aKIIFOUEHHUE — CHMMETPUYHOE MTOpayKeHUe 0a3aibHBIX sep, MOCIeCTBUS
TOKCHYecKoro nopaxenus. [locne oOHapyXeHUS! CHIKEHUSI YPOBHSI IIEpPYJIOIUIa3MHUHA B KPOBH, TOBBIIIEHUE DKCKPEIIMU
Meau ¢ MouoH, xonbla Kaitzepa-@meifiiepa, MpU3HAKOB LUPPO3a MEUEHU C CHHIPOMOM IOPTANbHOM T'MIIEPTEH3UH BbI-
craBneH jauarHo3 — BBK, cmemiannas abpomuHanbHast M uepeOpanbHas ¢opma (apoxkarenbHas). HazHauena menbaiu-
MUHHUpYIomIas Tepanus. Crana MoHsATHA MPUYMHA TIEpEeHECEHHOH remonuTrdeckoi anemun B 2004 rony — nedror bBK. B
JabHEHIIIeM crenugpuIecKas Tepamnus KOPPEKTHPOBaJach B 3aBUCHMOCTH OT JjabopaTopHbix mokaszatencit. K 2012 r
CaMOUYyBCTBHE YIyYIIHIOCh, HOPMAIU30BAIUCh Moka3zarenu nedenu (ounupyoun, ACT, AJIT, I'TTII), npu aTom Ha ¢doHe
CTPECCOBBIX CI/ITyaLII/II‘/II COXpaHsAJIMCh YYBCTBO JAPOXH BO BCEM TEJIC, HANPSDIKECHHUE MBILIL, KOTOPBLIE CTajla KYIIUPOBATH
npueMoM TabneTok kinonazenama. B 2012 r va MPT ronoBHOro Mo3ra COXpaHsUTUCh CTPYKTYPHbIE H3MEHEHHSI B TOJIOBHOM
Mo3re: B 00eux 0a3aJbHOS/IEPHBIX 30HAX B CTPYKType Nepu(eprHYecKuX OTAENOB CKOPIYI, OJEAHBIX LIAPOB BH3YallH-
3UPYIOTCSl Y4acTKu ciiaborunepuHTeHcuBHOro curnana Ha T2 BU, runepunrencuBHoro Ha FLAIR UII, cnaborumo- u
n3ouHTEeHCHBHOrO curHana Ha T1 BUM. AHanorumunble Mo CUrHaly M3MEHEHMs BBIABILSIFOTCS B CUMMETPHUUHBIX OTIEIax
TaJIaMyCOB, HOKPBIIIKE CPEAHEr0 MO3Ta, CPEIAUMHHBIX U JOPCAIBHBIX OTAENaX MocTa. B ckopiymnax, 6ieHbIX mapax ¢ o0enx
CTOPOH, KPAaCHBIX SOpax CPEOHEro MO3ra ONpPEACSIOTCS Y4YacTKH NOoHMKeHHoro MP-curmana ma T2 BU, DWI,
noBeilieHHoro curxana Ha T1 BU. CybapaxHouanbHOE NPOCTPAHCTBO HAJ KOHBEKCHTAIBHON MMOBEPXHOCTBIO JIOOHBIX U
TEMEHHBIX J0Jieil yMepeHHo auddy3Ho paciupeno. 3akiouenne — MPT kapTuHa nopaeHus BeliecTBa rojioBHOrO MO3ra
¢ HauOOJBIINM BOBJICYEHHEM B IPOLECC IOIKOPKOBBIX CTPYKTYP, aTpOMHUECKUMH H3MEHEHUSIMH B CTPYKTYpe CKOPIIYTI,
OJIeIHBIX 1IAPOB U KpacHbIX siziep. B 2013 r B TepaneBTHYECKOM CTallMOHAPE B CBS3H JKaJI00AMU Ha MPHUCTYIIBI CYA0POT
KOHEYHOCTSIX [0CJIe KOHCYIbTAIMH HEBPOJIOTra K MOCTOSHHOMY NIpUEMY KIIOHa3enaMa Obut 100aBieH kapbamasenuH. B 2014
I' B CBSI3U C OTCyTCTBHEM 3(dekTa kapabam3enuH 3aMEHEH Ha BaJbIIpoat, a Mo3ke Jo0aBieH namoTpukuH. B 2015 ¢
nalyenTka o0paTiiach B KIMHUKY HepBHbIX Oone3Heid BMenA nm C.M. KupoBa ¢ jxanobamu Ha CepUiiHbIE TPEUMYIIEC-
TBEHHO HOYHBIE CYIOPOXKHBIE IIPUCTYIIBI C YACTOTOM 10 2 pa3 B Heelto Ha oHe KOMOMHUPOBAaHHOM NPOTHBOCYAOPOXK-HOH
Tepanuu — BaJIbIPOAT, JAMOTPUMXKHH, KiIoHazenmaM. [Ipu mposeaeHnn D3I MOHHTOPHHIA B COCTOSHUHM AaKTUBHOTO U
MIACCHBHOT0 OOJPCTBOBAHU, BO BPEMsl HOYHOT'O CHA TUIIMYHOHN SMMIENTH(OPMHON aKTHBHOCTH HE 3apeTrHCTPHPOBAHO;
TeueHHe BEUYEpHEH 3alMCH 3aperMCTPUPOBAHbI [JBAa MKTAIBHBIX COOBITHS AIMTENBHOCTBIO 10 20 MHUHYT (TOHHYECKHE U
KJIOHWYECKUE JIBIKECHNS B KOHEYHOCTSIX, IIOBOPOTHI, CTHOAHMsI, pa3rnOaHus TYJIOBHIIA, 3aMHUPAHNE B BBIYYPHBIX 1103aX) BO
BpeMsI KOTOPBIX PErUCTPUPYeTCs OeTa-aKTHBHOCTh, MHOYKECTBO MHOTpa(UIeCKnX apTe(aKkToB, B IIOCTUKTAIEHOM Ie-pUOe
PETHOHAIBHOIO 3aMEJICHUSI HE BBIABIUIOCH. [IpHCTYIBI OBUIM paclieHEeHbl Kak IICEABOSIIICTITHYECKHE (IICHXO-TEHHbIE
HE3MMIENTHYECKHUE MPUCTYTIbI). Koppekuust mcuxoTporHOM Tepanuu ¢ HCIOIb30BaHNEM HEMEIUKAMEHTO3HBIX METO/I0B
JICYCHUs] COBMECTHO C IICHXHATPaMU IO3BOJMJIM TOCTEIIEHHO OTKA3aThCsl OT MPOTHBOIMMIEITHYECKUX JIEKApCTB, a CO
BpEMEHEM H yOpaTh MPHUCTYIIBI U3 KIMHUYECKON KapTHHBIL.

[IpakTryeckn «haHTaCTUIECKUMID BBRITISAAAT pe3yinbTatel MPT romoBrHoro mosra ot 2015 r. — yg4acTkoB marto-
JIOTUYecKoro u3MeHeHnss MP-curaana ot 6a3aibHBIX sZiep HE BBIABIECHO. DTO MOATBEP)KAACT, YTO aJEKBATHAS MEABAIIH-
MUHHPYIOLIAas TEPAnus MOTEHIMATGHO WHBAJIUIN3UPYIOIIETO W BEAYIIEr0 K CMEPTH B MOJOJZOM BO3pacTe 3a00ieBaHMsA
MOXET HE TOJIBKO CTAOMIIN3NPOBATH COCTOSIHUE OOJIBHBIX, HO M MMPUBOJNUTH K 3HAYMMOMY YITYUIICHHIO.

3HaHNEe BO3MOXXHOCTH TaKUX KIMHWYECKHX IposBiIeHUH y 6ombHBIX ¢ BBK pacumpsier Hamm npeactaBieHus o
KIIMHUYECKOM IonuMopdu3mMe 3a0oneBaHns], MOBBIIIAET HACTOPOXKEHHOCTh Bpadel B IUIaHE JUATHOCTHKH, MPABUIIb-HOU
MHTEPIPETALNH TOTYYEHHBIX JAHHBIX M HAa3HAYCHUM AJCKBATHOW KaK MAaTOTCHETHYECKOW TaK M CHMITOMATHYECKOH
Tepanuy.
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