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Pestome. B nekuyy mpefcTaB/ieHbI COBPEMEHHbIe IPENCTAB/IeHN O KIMHNYECKOV KapTUHe, IMarHOCTUKE
u nedeHuu pfemeHuuu c tenbiamu Jlesu (ITJI), Ha momo xoTopoit mpuxoputTca npuMepHo 10% cioydaes fe-
MeHIMU. B McTOpMYeckoM acliekTe paccMOTpeHbI Hosonorudeckmit craryc JTJI u mpobmeMa cooTHOLIEHMA
OTJI n 6onesnu ITapkMHCOHA, KOTOpBIE, MO-BUAVIMOMY, IIPEACTAB/IAIOT c000i fBa (PEHOTUINYECKUX BapyaH-
Ta eUHOr0 HellpOfiereHepaTUBHOrO mpouecca («6ome3nu ¢ Tenpuamu JleBu»). [lpenmoxensr mogxomsr K ¢hop-
My/IMpoBaHMIo AnarHo3a u kKoguposauuio JTJI B coorBercTBue ¢ MKB-10. IIpoananusupoBaHa ponb MHIU-
OUTOPOB XOMMHICTEpashl, AHTUIICUXOTUYECKUX CPENCTB, NEBOMOIIbI, pasarwIvHa U APYTUX CPENCTB B jIede-
Huu nanuenTosB ¢ JITJI.

Knrouesvie cnosa: nemennus ¢ tenpiamu JleBu, 6ome3up [lapkuHcoHa, 1eBOfONa, pasaruinH

Dementia with Lewy bodies
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Summary. The lecture presents modern concept of the symptoms, diagnosis and treatment of dementia with
Lewy bodies (DLB), which accounts for about 10% of cases of dementia. The nosological status of DLB and the
problem of ratio of DLB and Parkinson’s disease which, apparently, represent two phenotypic variants of one
neurodegenerative process («diseases with Lewy bodies») are considered in historical aspect. Approaches to the
diagnosis and coding of DLB in accordance with ICD-10 are proposed. The role of cholinesterase inhibitors,

antipsychotics, levodopa, rasagiline and other drugs in the treatment of patients with DLB is analyzed.
Key words: dementia with Lewy bodies, Parkinson’s disease, levodopa, rasagiline

emennus ¢ tenbuamu Jlesu (JTJI) —mporpec-
cupylolliee HellpofiereHepaTuBHOe 3aboneBa-
HME, Jallleé BCEr0 HAYMHAKIEECHd B IMOXWIOM
03pdcTe ¥ HPOABJAKIIEeCd HapacTAOIIUM KOTHU-
TUBHBIM CHIDKEHMEM, KOTOPO€ COIIPOBOX/IAETCA CUM-
NITOMaM!l TNapKMHCOHU3MA, INCUXOTUYECKVMM Hapy-
IIEHNMU ¥ BEreTaTMBHON HELOCTAaTOYHOCTHIO |[2,
4, 8, 9]. X0oTs1 peTpOCIEKTUBHO MBI MOXKEM CKa3arb,
YTO Cy4au, KOTOpbIe MBI OB Tellepb KBamupUIMpO-
Bamu Kak JITJI, HeOMHOKpAaTHO Ha IPOTKEHUM IIO-
CIIETHETO BEKa OMNNCBHIBANNCh B MEIMIIMHCKON JINTE-
paType Ioj, pa3HbIMM AMarHO3aMM, IOJIMHHAA Hay4d-
Has uctopus JJTJI HaumHaeTcs ¢ KoHIa 70-X TOTOB 1
CBsA3aHa C MMEeHeM SAIOHCKOIro JccnenoBaTensa Kenxu
Kocaka, omnucaslliero cepuio HalleHTOB C [eMeHIU-
eif, y KOTOPBIX IIPU ayTOIICUY B KOpe OOJIbIINX IIOY-
mapuit ey oO6Hapy>keHbl Tenmbua Jlesu [21].
Henb3s He BcmoMHMTb U O camoM Opuppuxe
JleBr — 3sHaMEHUTOM HeMeLKOM IaTomMopdosore, B
30-x rojax, Cmacasichb OT HAI[MCTOB, HepeOpaBIIeMcs
B CIIIA, a B 1912 rony B 27-neTHeM Bo3pacTe B bpec-
nay (Bpouase), rme OoH Torma paboTan, ChelaBlIeM
ITTaBHOE OTKPBITHE CBOEI KM3HM — OIVCABIIEM 303M-
HO(WM/IbHBIE BK/IIOYEHNA B HEJIPOHAX HECKONbKMX 30H
TOJIOBHOTO MO3Ta y HalMeHToB ¢ 6ose3Hbio [lapkuH-
coHa (BII). ®. JleBu OOHAapy>XWI BHYTPUKICTOUHbBIE
BKJIIOYEHNS] B MOTOPHOM sifipe ONMyX/jaloliero Hepsa
u sapxpe MeliHepra, HO He B 4YepHOIl cybcTaHIMM, C
MOpa)KE€HMEM KOTOpOJ B HACTOAILEE BpeMs CBA3BI-
BAaIOT pa3BUTME OCHOBHBIX [IBUTATE€/IbHBIX Hapyllle-
Huii ipu BII. 9Ty 3agady BBINOMHWUI LPYTOM MOJIO-
Toll yueHbIl —Ham cooTedecTBeHHMK K.H. Tperbs-
KOB, KOTOpBII B 1917 rofly, HaXo#ACh Ha CTaXKMPOBKe
B IApPMKCKOI KiauHuKe CasnblieTpyuep, ONMUCAT AaH-

Hble BK/IIOUEHNSI B KJIETKaX YepHON CYOCTaHUMM U
[IPeJIOKIMI Has3bIBaTh UX «Tenbua JleBm» [4]. B Te-
JeHe HeCKOIbKUX HeCATWIeTH Tenbla JleBu canra-
nmucp maromopdonorndeckum mapkepom BII. Opna-
ko mocne pabotr K. Kocaku cramo siCHBIM, YTO pedb
UAET O IPVHIUINATBHO HOBOM COCTOSIHUM, CBA3aH-
HOM C Tenbliamu JIeB), OCHOBHBIM IIPOSIBJIEHUEM KO-
TOPOTO ABJIAETCA He INapKMHCOHM3M, a JIeMeHLA.
Kocaka mpemnoxmn o603HauaTh ero Kak 00e3Hb
mnddysubix Tenmen JleBu, uto orpaxano 6Gomee mu-
POKYIO PacIpOCTPaHEHHOCTb MAaTOJIOTMYECKOTO IIPO-
Ijecca, KOTOPbII He OrPaHMYMBANICHA IOJKOPKOBBIMU
CTPYKTYpaMy, a pacIpOCTPaHs/ICA Ha MUMOUYECKYIO
CHCTEMY M LiepeOpabHYI0 KOpY.

Ony6nukoBaHHas Ha aHIIMIICKOM si3bIke pabo-
ta K. Kocaku mpomssena «B3pbiB». Ilo Bcemy mupy
CTamy coOOIIaTh O HOBBIX M HOBBIX CIyYasX JeMeH-
LMY, CBSI3aHHO C Tenbliamu JleBu. DTOMy Crocob-
CTBOBAJI IIPOTPeCC B TMCTOXMMMYECKUX METOfaX 00-
Hapy>XeHMs KOPKOBBIX Tesel JleBu, KoTopble He-
JHOCTaTOYHO XOPOLIO BBIAB/IA/INCH TPafVIMOHHBIM
reMaTOKCUINH-303MHOM. [losiB/IeHne MeTOAuK OKpa-
IIMBAaHNS, OCHOBAHHBIX Ha IpPVMMEHEHUN AHTUTEN K
YOMKBUTHHY, a 3aTeM U K anbga-CUHYK/IeUHY — Oe-
Ky, OKa3aBLIeMYCsi OCHOBHBIM KOMIIOHEHTOM TeJIell
JleBu, mosBonmmao 6Gonee HaJeXHO BBIABIATHD UX B
KOpPKOBBIX HelipoHaX. B pesynbrare oOHapyXmuaoch,
4TO, BO-IIEPBBIX, eTeHepaTUBHBIII Ipolecc ¢ 06pa3o-
BaHUeM Terel] JleBu, sAB/IAETCA OTHOCUTENBHO YacTON
MPUYMHOI [eMEHLNN, 8 BO-BTOPBIX, B OONBIINHCTBE
C/Iy4aeB OH NPOSIBIIACTCS CTOMb XapaKTePHON KIMHMI-
YeCKOJM KapTMHOM, YTO €r0 MOXXHO AMArHOCTUPOBATb
IPIDKU3HEHHO, OMMPAasCh Ha KOMIUIEKC creryduye-
CKMX K/IMHWYECKUX IPU3HAKOB [26].
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IlepBbIl BapMaHT KpuUTepueB KIMHUYECKON AMa-
THOCTUKY «JeMEHIUN C Tenbliamu JIeBu» O6bUI paspa-
60TaH MeX/[yHapOJHOI TPYIIION 3KCIEPTOB IIOX PY-
koBopictBoM I. McKeith B 1995 ronmy, 3arem cosep-
LIeHCcTBOBaauch B 1999, 2005, 2017 rr. [23, 25, 27].
Creundnunocts kputepues 2005 roga okasanach fo-
CTAaTOYHO BBICOKON (92%), 4TO MO3BOIAET U3OEXKATH
JIO>KHOITOJIOKMTEIbHOM [IMAaTHOCTUKY 3a00/IeBaHMA,
HO €ro YyBCTBUTE/IbBHOCTb OCTaeTca Ooyee HM3KOM
(83%), To ecTb, Cnemya KpUTepuAM, Mbl IPOITyCKa-
eM He MeHee YeTBEPTM CIydaeB 3a00/neBaHMs C aTu-
NUYHON CUMITOMaTUKON [27]. B cBA3M ¢ sTuM 1o-
TpebOBamach HOBas peNaKUVsl KpUTepueB, KOTOpas
6pta omy6nukosana B 2017 romy. OHa Hampasie-
Ha Ha Oomee panHuit amarHo3 [ITJI, MOCKONBKY OH,
C OJHOII CTOPOHBI, TI03BO/IsIET U36eXaTh VXYL LIEHN],
IpeXXfie BCEr0 CBS3aHHBIX € INcuxodapmaxonormye-
CKUMM CPEefICTBAaMM, a C APYTroil CTOPOHBI, OTKpbIBa-
eT JJOpPOry [/isi Ha3HAYeHUsl CPEHCTB, CIIOCOOHBIX 3a-
Me[IUTh HapacTaHMe CYMIITOMOB.

INumeMnonorusa

IToxasaTeny 4acTOThl ieMeHIM C TenbliamMu JleBu
(ITJI) B pasHBIX UCCIEOBAaHMUAX CUIBHO BapbUPYIOT,
Jake Ipy NPUMMEHEHUM OJHMX U TeX KpUTEpUEB IMa-
THOCTUKM, YTO OTPakaeT ee CIOKHOCTb. IIpu ycpen-
HEHUY OIYOIMKOBAHHBIX JAHHBIX MOXKHO 3aK/TIOYUTh,
4yT0 Ha gomio JTJI npuxopnt npumepro 10-15% Bcex
caydaeB fieMeHIMu [4, 28], mpuyeM ¢ BO3pacToM KON
OTJI (mo xpaiiHeil Mepe, B KaueCTBe OJHOTO M3 KOM-
IIOHEHTOB CMEUIAHHOTO IaTO/IOTMYEeCKOro IIpolec-
ca) yBenmuumMBaeTcA u y ymy crapire 80 leT ZOCTH-
raet 25%. Ha 1 ciyyait AT/l mpuxogutca mpumep-
HO 4 crmydas 6omesHu AjblireiiMepa, 2 Caydas COCY-
AucTON memeHumm u 1 cmydait 6onesnm Ilapkuuco-
Ha ¢ fieMeHnyelt. 3abonesaemocts JTJI y My>xunH n
JKEeHIUH IpUMepHO paBHa. BospacT Hauama 3abore-
BaHNUS MOXKET KO/ebarbCsi B LIMPOKMUX Mpefenax OT
40 mo 90 met, Ho wame Bcero HTJI meGroTmpyer Ha
7-8 pmecsatunerusax >xusHn [25]. Ilpu ayroncuu tenb-
1a JleBM HaxofAT NPUMEPHO y TPETM yMEpPIIUX IIO-
SKUJIBIX JIMI], YTO II03BOJIA€T OTHECTU HelipofereHe-
pawuio, CBI3aHHYI0 C GOPMIUPOBAHMEM ITHUX BKIIIOYe-
HUIL, K Haubo/ee YHUBEpPCAJIbHBIM IATOJIOTMYECKUM
IpolieccaM, CBA3aHHBIM CO CTapeHUEM.

ITmonornsd

Kak u npu 6onesuu Anbureiimepa (BA), 6omb-
muHCTBO ciny4daeB [T/l HocuT cnopapmdeckuit xa-
pakTep, TeM He MeHee, CKIafIbIBaeTCs BIeyaT/eHue,
4yTO ceMeiinble cnydan npu JTJI BcTpedaroTca vaiie,
yeM npu BA wmm cocypuctoit gemenuuu. IlpumepHo
y MOZIOBMHBI ManueHTos ¢ [JTJI BBIABUINCH OVIH VN
HECKOJIbKO pOJCTBEHHUKOB IIE€PBOIl IMHUY, CTPafaB-
IYX JeMeHIVEN VIN MapKUMHCOHM3MOM. B cemeitHbIX
cnydasax JTJI nabmopaercs KIMHUYECKU TTOIMMOP-
¢$usM, 3aTPyRHAIONINIT MeAMKO-TeHeTMYecKMil aHa-
nu3. JIuip B CPaBHUTEIBHO HEOONBIION YacTy ce-
MeliHbIX ciaydaeB [TJI BbIABIEHBI TeHeTHYeCKUe My-
TalVN: TPUIUIMKALA T€Ha a-CMHYK/IeVHa Ha 4-11 Xpo-
Mocome, MmyTanuu B reHe LRRK2 na 12-it xpoMmocome

MyTalKeil, U3SMEHEHNA TeHa Ha KOPOTKOM Iuiede 2-i1
xpoMocomsl (2q35-36), QyHKUMOHATbHOE MpefHa3Ha-
YeHye KOToporo ocraercsi HesscHbIM. K ¢akropam re-
HeTn4eckoll npexpacnonoxxeHHoctu K HTJI oTHOCAT
arienb €4 reHa anonunonpotenHa E Ha 19-11 xpomo-
coMe M MyTalMu B reHe OeTa-IIOKOLepeOpO3Uiasbl
Ha 1-if XpoMocoMe, KOTOpble IOBBIIAIOT PUCK Pa3BU-
s JTJI B noxxmnom Bospacte. Uro kacaetcs pakro-
POB BHeLIHeJl Cpefbl, KOTOpble OBl CIIOCOOCTBOBAIN
passutuio /I y nui ¢ HacmenCcTBEHHOI MpeapacIo-
JIOXKEHHOCTDBIO, CIeflyeT KOHCTaTUpOBaTb, YTO Ha ce-
TOIOHSAIIHUI IeHb OHM Heus3BecTHHI [28].

ITatomopdonorns

Maxkpockonudeckn y OOmpIIMHCTBA OOMBHBIX
OTJI, xak M Tpu MHOXeCTBe APYTUX HelpofereHe-
paTuBHBIX 3a00/MeBaHMAX, BbIABIAETCS AuQysHas
arpodmss Mo3sra C paciumpeHHeM KOPKOBBIX 60po3[
" OOKOBBIX JKEIY[JOYKOB, XOTsI B CpeffHEM OHa MeHee
BbIpaKeHa, 4eM Ipy BA. O6 3TOM ke CBUJIeTe/IbCTBY-
I0T U IaHHble HejlpoBuayammaanuy, xota u npu JTII,
u mpu BA cremyeT oTMETUTh KpailHIOW BapuaOesnb-
HOCTb CTeIleHN LiepebpanbHoii arpodun. Tenbua Jlesu
Y 4acTO CONYTCTBYIOIE UM «HeBpuTh! JleBu» — ru-
cromaronorndeckye Mapkeppl [T/l —Bo3HUKaoOT B
pe3y/IbTaTe CKOIIEHMs arperaroB anbga-CUHYKIeUHA
COOTBETCTBEHHO B Tejle HEVIPOHOB M/IM MX OTPOCTKAX.
Anbda-cMHYKIIeNH U B HOPMe NIPUCYTCTBYET B I'OJIOB-
HOM Mos3re, obecreunBas (QyHKIMOHMPOBaHNUE Ipe-
CMHAITUIECKUX OKOH4YaHMil. [Ipy maromorum mpouc-
XOOUT M30BITOYHOE HaKOIIeHNe anbda-CHHYKIeNHA
B KJIeTKe —nb0 B CWIY e€ro M30ObITOYHON IPORYK-
1y, 160 13-3a HAPYIUEHNUsS eT0 BHYTPUKIETOYHOTO
Mmetabomusma. Takum o6paszom, ITJI MOXXHO OTHECTH
K TPYIIIe CUHYKIEMHOIATHIT, Ky#a TakKe OTHOCATCS
BITl u mynbrucucremHas arpodus [17].

Paseutue memenuunm mpu JTJI accoummpyercs c
IereHepaTUBHBIM IIPOL[ECCOM HEOKOPTEKCe U IMMOM-
YeCKOI KOpe, MPeX/ie BCEro B IepefHell MOsACHOM, Ma-
ParMnoKaMOajbHON M3BMIMHAX, TOOHON U TeMeH-
HOl Kope. Kak IlOKa3bIBaloT cOBpeMeHHBIe MeTO-
Ibl (pYHKIIMOHA/IBHO HeNpOBM3yanusalny, yxe Ha
paHHeM 3Talle BO3HMKAaeT CHIDKeHHe GyHKuuy (ru-
noMeTabomu3M/rumonepdysusa) 3aTbUIOYHON KOPHI,
YTO MOXKET CIY>KUTb OFHMM M3 fuddepeHunanbHo-
IMAarHOCTUYECKUX MpU3HaKoB, oTmnyaommx ITJ ot
BA. VauBurenbHo, HO mpu 3TOM atpodums U MUKpO-
CKOIIMYeCKye IPU3HAKY JereHepaluy, BKII04as Te/lb-
na JleBu, B 3aThUIOYHON KOpe OKa3bIBAIOTCA BecbMa
yMepeHHbIMU. TakyMm 00pasoM, AUCHYHKLUA 3aTbl-
JIOYHOM KOPBI, KOTOpas MOXKET acCOLMMPOBATHCA C
PaHHUMM pas3BUTHEM 3PUTENIbHO-IPOCTPAHCTBEHHBIX
HapyIIeHU, O-BUIUMOMY, CBfI3aHa C HapylleHUeM
HEPOXMMIYIECKIUX TPOLECCOB (HApUMep, XOMMHep-
TMYeCKOll eHepBalueit). Pa3BuTie MapKMHCOHU3MA,
HabmofaeMoe y 6onbumMHcTBa 60mbHBIX [ITJI, cBa3a-
HO C BOBJICYEHMEM B JleTeHepaTUBHBII IIpoliecc dep-
HOJI CyOCTaHLMM U IOMIOCATOTO Tejla, PacCTPOIICTBO
CHa — C IOpa)KeHNeM CTBOJIOBBIX CTPYKTYyp. PasButne
BereTaTMBHO IMCOYHKIVM OODBACHAETCA KakK Iopa-
JKEHUeM CTBOJIOBBIX fAfep, TaK M BOBJIEYEHMEM Ie-
pudepryecKux BereTaTUBHBIX CTPYKTYP, UTO Y>Ke Ha
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paHHeM 9Tame 3ab0/leBaHNs BefeT K BeTeTaTUBHONM
IeHepBanuu cepaua [9, 17].

B HexoTopoit yacTu ciaydaeB jereHepauus ¢ ¢pop-
MupoBaHyeM Tenel] JleBu HabmoOzaeTcs OTHOCUTED-
HO M30JIMPOBAHHO, TOTJa B IPYTOI ¥, BO3MOXKHO, 00-
7iee MHOTOYNCTIEHHO} YacTU CIy4aeB OHA COIPOBO-
XKJJaeTcsl OTJIOKEHUEeM B MO3re aMJJIOMIHOTO OeKa
¢ ¢popMupoBaHEM aMWIOUAHBIX OJIALIEK, YTO COMM-
xaet [ITJI c BA, ognako fmpyroit Mmapkep BA- Helipo-
¢ubpwIApHBIle KNy60uKy, IpefCcTaBIAoLye coOoit
OT/IO>KE€HM BHYTPY HEPOHOB Tay-IIPOTENHA, OT pac-
IPOCTPaHEHNI KOTOPBIX B pelIaolell CTeIIeH! 3aB)-
CUT TsDKeCTb TOBPEXAEHNA MO3ra — B IIOJAB/IAOIeM
6onpummHcTBe cmydaeB JJTJI orcyrcrByer. IloaTomy
Henmb3sl cKasarb, 4To [T/l — pesynbrar KOMOMHAIMK
BII u BA, kxak uHOrga 06 9TOM rOBOpM/IM paHee.

Bsaumoornomenue [IT/T u BII

Aenaerca mu OTJI u BII—pgByma BapumaHTamu
OfHOTO 3a0b0/MeBaHMs MM JIByMS Pa3HBIMU HO30JIO-
rudeckuMu  popmamu? ITa mpobmema 3a IOCTER-
Hie 10 seT OypHO OOCYy>XHamach, HO Tak M He Ha-
1I/1a OKOHYaTenbHoro peienus [28]. C ogHoit cTopo-
Hbl, Mexxay JTJI u BII mHoro obiero u mpexpe Bce-
ro camu Tenbla JleBu, ¢ gpyroii CTOpOHBI, UMEIOTCSA
CyllecTBeHHble pasmnuusA, Ho Tak nm atm pasmmamsa
IPUHIUINAIBHBL, YTOOBI TOBOPUTh O PasHbIX HO30-
noruyeckux ¢popmax? ITonpobyem HOfONTH K JaHHO
npobieMe CHCTeMHO. B pamMkax Kak[oit HO30/mornye-
CKOI1 pOpMBI BO3MOXKHO 6OJIBIIOE YMC/IO0 BAPMAHTOB.
Yro >xe CKpemvisieT uX B efuHyi0 6one3Hp? Ha Hamn
B3IJIA/l, MO)KHO TOBOPUTb O CBOErO POfA «TPUENUH-
CTBe» KpUTEpMeB HO30JI0TMYeCKOil (HOPMBIL:

Kputepnit kaysanbHbIil — IpefonaraeT
CTBO 3TMOJIOTMM ¥ TIaTOTeHE3a

Kpurepuit mopdomorndecknit unu rucToXuMmde-
CKUJI- yCTaHaB/IVBaeT efVHCTBO IaToMopdoornye-
CKMX M3MEHEHMII, KaK Ha KJIeTOYHOM, TaK U Ha Cy0-
KJIIETOYHOM YPOBHAX.

Kpurepuit k1mHM4eCcKuit, BK/IIOYAIOINI egHCTBO
KIMHUYECKMX IPOSB/IEHMI, CXOACTBO TedyeHu:d, 00-
1yie TIOAXOAbI K JIEYEHMIO.

«TpuennHCTBOY IpeATIONaraeT Hanuune BCex Tpex
KpUTEepUEB, NIPU 3TOM pedb He UAET O IOJIHOW UIEH-
TUYHOCTH, CKOpee 00 OTCYTCTBMY HEIPeOofOIMMbIX
KAa4eCTBEHHBIX pasnmuumit. Torma Kak KOIM4YecTBEH-
Hble Pas/Iu4us JOIYCKAITCA M MOTYT OBITH OCHO-
BOJ BAapMATMBHOCTM B paMKaX OJHOM HO30JIOrMYe-
ckoil popMbl. XOpOLIMM IPUMEPOM MOXET CITY>KUTh
VICTOpUSA IPEACTABIEHNI O MYJIbTUCUCTEMHONM aTpPO-
¢un. B mepsoit monoBuHe 20-ro Beka OBUIM OIVICA-
Hbl 3 pasHbIX KIMHMYECKUX CHHIPOMA, MMEBUINX,
Kasajoch ObI, pasmnyHblii MOpGOmOrndecKuit cy6-
CTpaT: CTpUATOHMTpalbHasA JereHepanusd, CUHAPOM
[ITass — Jpeiimkepa U  ONMBOIOHTOLEpeOe/IIpHAsL
arpodmsa. OpHaxo B 70-X rofjax yfaaoch YCTaHOBUTD,
YTO B OCHOBE IIEPBBIX IBYX U OOJIBIIMHCTBA C/TydYa-
€B TPEeTbero CUHIPOMOB JIKUT OFVH M TOT Xe Jie-
reHepaTUBHBI Ipoiecc ¢ GOpMMPOBAHMEM OJIUTO-
OEeHIPOINMAIbHbIX BK/IIOYEHMUI, COCTOAIIMX U3 TOTO
xe anbga-cuHyKrenHa. Kpome toro, mommmo Mop-
¢domornyeckoro Kputepus, YAanoch IOATBEPAUTD

eVH-

Ha/lu4yue KIMHUYIECKOTO KPUTepus — 0Ka3anoch, YTO
II0 Mepe MPOrpeccHpoBaHus 3a00/IeBaHNs B TOM UK
MHOJ CTENeHN BBICTPamMBaeTCsi KOMOMHALNS IPU3HA-
KOB BCeX Tpex CMHAPOMOB. UTo KacaeTcs: Kay3albHO-
TO KpUTepHsi, TO MOXXHO TOBOPUTH 00 OOIINX marore-
HeTUYeCKMX 3BEHbAX U OOIell 3TUOMIOTUML.

[TocMoTpyM ¢ 3TMX NO3MLIMII HAa COOTHOIIEHME
OTJI u BIl. Haunem c¢ mopdonormyeckoro Kpure-
pusi—B OCHOBe O0OOMX COCTOSIHWIT JIEXMUT OOt
JereHepaTUBHBIN Mpoliecc, IJIaBHasA XapaKTepUCTHUKa
KOTOpPOTO — HaKoIUleHre ajabda-cuHykaenHa ¢ ¢op-
MuposaHueM Ttenen, Jlesu. Cnemyer oroBoputh, Ia-
TOT€HHas 3HAYMMOCTb caMux Tenel JleBu ocTaer-
¢ RUCKyTabelbHOI — Hambonee TOKCUYHasA ¢op-
Ma anbga-CUHYK/IeMHAa — CPaBHUTENIbHO HeOOo/blIne
OIMTOMepBI, MMEHHO OHM 3aITyCKAl0T BTOPUYHBIE 3Be-
HbsI [IATOJIOTMYECKOTO TPOLiecca, BERYILEro K rubenn
knetok. Camu Tenbua JleBu, mo-BUAMMOMY, He IpU-
OMDKAIOT IMbeIb KIEeTKY, XOTA, BO3MOXHO, M He OT-
masiioT ee. JTa Takke obugas vepra u OTJI, u BII.
bBe3ycoBHO, CYIIECTBYIOT M pasiIMyys Ha MaTOMOP-
¢onornyeckoM ypoBHe. B mepByio ouepenp, 3T0 pas-
Has IOCTIEfOBATeIbHOCTh OXBaTa Pa3/MYHBIX CTPYK-
Typ romosHoro mosra. IIpu BII, B coorBeTcTBME C
xoHuennueit H. Braak, mpomecc, ycmoBHO rosops,
pasBMBAETCA «CHMU3Y —BBepX»: OT Afep CTBOMA I,
BO3MOXXHO, Iepu¢epnuyecKnx BereTaTMBHBIX CTPYK-
TYp — K HOJIKOPKOBBIM SffipaM, TMMOMYECKON CHUcCTe-
Me U fajee K Kope. ITO OOBSCHAET OTCTaBIEHHOE
pasButue gemenuyu npu BII [12, 22].

IIpu JTJI maromormdeckuit Ipolecc pasBUBa-
eTcsa «He 1o bBpaaky» [19]. B wactu cnyuaeB mMox-
HO TOBOPUTbH, UTO JieTeHepalus PacHpoCTpaHAeTCA
«CBEpXy BHM3» —OT KOpBI K IIOJKOPKOBBIM 00Opa-
30BaHMAM — MMEHHO IMO3TOMY Pa3sBUTHE IEMEHLIUM
olepeXkaeT pasBUTHe MapkuHCoHu3Ma. Ho yame me-
TeHepaTUBHBIN IIpOIlecC OXBaTblBaeT HEPBHYIO CHU-
CTEMY C PasHbIX CTOPOH — IIPM 3TOM OJHOBpEMEH-
HO MOPa)KalTCA BecbMa y/laJleHHblE YYacCTKM MO3Ta
U JJaXKe CTPYKTYPhI Nepudepndeckoil BereTaTuBHOIM
cucreMbl. Takum obpasom, mna [OTJI xapakrepeH
6oiee arpecCUBHBIN, OBICTpee IPOTPeCcCUPYIOLINIL
MIATONOTUYECKMUII TIPOIECC, HO 3TU OTIUYUA CKO-
pee KOMMYeCTBEHHOTO, 4eM KaueCTBEHHOTO IOpAL-
Ka. BO3MOXHO, YTO Takye KaueCTBEHHbIE OCOOEHHO-
cTu MOp(OIOrNYecKux M3MEeHEeHMI, KaK OT/IOXKeHNe
aMMJIONJja B MO3T€, IEPBUYHbIE [leTeHePaTYBHbBIE U3-
MeHEeHN TMMOUYeCKOil CUCTEMBI, a TaKXKe CTpUATy-
Ma (mocnegHMe Npefolpesie/IAl0T HU3KYI YyBCTBU-
TENBHOCTh  HOGaMUHEPTUYECKUX CPENCTB) — CKO-
pee oTpaxkeHMe 6ojlee arpecCUBHOTO BapMaHTa pas-
BUTUA OOJI€3HM, HeXeny NPU3HAKM, YKasbIBaroliye
Ha CaMOCTOATENbHBIN HO30mormyeckuit craryc. K
TOMY >Xe, QpuHanbHAsA (a3a pasBUTUA JereHepaTyB-
Horo mpouecca npu ATJI u BII ¢ memennueit cko-
pee oOijas, YeM pasiayyHasg: MaToMopgosory, ecimn
OH He 3HaeT aHaMHe3a, OyZeT BecbMa TPYLHO OT/IM-
YUTD [IBa 9TUX COCTOsHUsA. Tenbua JleBu B Kope 06-
HapyXuBawTtca y 75-95% mnauuenros ¢ BII. C gpy-
TOIl CTOPOHBI, OTJIOXKEHMSI aMMJIOMJAA, CUYMTABIINe-
cs 6onee xapakrepHbiM A [ITJI, ob6Hapy>xuBaroT-
cs1 6omee deM y monoBuHBI 60mpHBIX BII ¢ memen-
mueit [30].

=13 =
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B cnexktpe xnmHM4eckux npossnennit Mmexay HTJI
n BII Taxxe HeT HenmpeoponuMmoli rpanu. besycnos-
HO, MOXKHO HasblBaTb MHOTO pa3/M4uii, HO OHU CKO-
pee HOCAT KOMMYeCTBEHHBINI XapaKTep U IpeuMylie-
CTBEHHO TIPeJJOTIPeNe/IAI0TC Pa3snNunusIMA B ITOCTIENO-
BaTEeNbHOCTM BOBJIEYEHUA MO3STOBBIX CTPYKTYp. UTo
KacaeTcs Kay3aJbHOIO KpUTepUdA, TO Ha CErofH:AMI-
HUIl [IeHb HeIb3sA TOBOPUTb O KAaueCTBEHHBIX pas3yl-
yygx B stmonoruu u rnarorenese JTJI u BII (Bos-
MOXXHO, B cuy Toro, uro JJTJ/I oHu Mano msydeHsl).

CymMupys, MOXXHO ckasarb, uto BII n JTJI cko-
pee cilefyeT paccMaTpuBaTbh He KaK /iBe OTHENbHBIE
HO30/10rn4eckye GopMbl, a CKopee, Kak iBa CUHJIPO-
Ma B paMKaXx efMHOrO CIIEKTpPa, KaK JBa pasHbIX (e-
HOTUIIMYECKUX BapMaHTa eJUHOro HelipojereHepa-
TUBHOTO IIPOIIeCca, KOTOPBIN, IO IpeIokeHnio Mc
Keith u coast. (2005) MOXXeT OBITH YCTIOBHO 0003Ha-
yeH Kak «0ojesHb ¢ Tenbuamu JleBu» [25]. Eme op-
HUM BaXXHBIM KIMHUYECKMM apryMEHTOM B IIO/Ib3y
TaKOTO TOfIXOfa ABJIAETCS BBIABIEHME MHOTOYMC/ICH-
HBIX IlepeXOfHbIX (POpM, KOrfla KIMHULYCTY TPYAHO
IpPOBECTY I'paHb MEXJY [AByMA AMarHosamu. B cBs-
3M C 3TUM BO3SHUKAeT U [PYToil BONpOC: «A Hajo
JIM 9Ty TpaHb HpPOBOAUTH?». TeM He MeHee, IO Ha-
meMy ybex/eHIo, He0OXOAMMO OTINYaTh OOMBHBIX
OTJI ot 6onbubix BII, Tak Kak 3TO Ipefonpenenser
pasHble IOXOAbI K BEJEHNUIO MAlMeHTOB, 0COOEHHO
Ha panHeil craguu. Ha nospguux cragusax BII, korgma
IPUCOENMNHAETCS JTeMeHLMs, IIOCTeNIeHHO HUBEIUpY-
FOTCSI Pasnyus He TONbKO B GeHOTUIAX, HO U B HOf-
xomax K tepamvm BIT n OTJL

B opHoit m3 mocnepuux nmybnmxaumit Mc Keith
OCTPOYMHO CPaBHMI AVCKyccum, ABasAoTca mu JTI1
u BII opHOI wmyu fBYMs OONE3HAMMU, C OXKECTOUECH-
HBIMU CIIOpaMM, KOTOpble Benu InepcoHaxu «Ily-
temecTBusA [ymuBepa» [I.CBudra mo moBopy TOrO,
ClefyeT nu pasbuUBaTh SN0 C OCTPOrO VM TYIO-
ro koHna [28]. BosmoxHo, 4T0 paccmorpenue [TJI
u BIl B paMkax eayHOro 3abojeBaHMS —3TO IIPO-
MEXYTOYHas TOYKA B [MCKYCCUM, U aKTUBHO Befy-
Ijascs ceyiyac pabora Mo U3ydeHUI0 61OMapKepoB B
OMONOTMYeCKUX >KUKOCTAX MSMEHUT B3IJIAL Ha 9Ty
npobemy.

B nwo6oM crmydyae aKTya/lbHBIM IpefCTaBIsAeTCA
u3ydeHue Tex (QakTopoB, MopuduUUUpYoliee Aei-
CTBUE KOTOpBble IIpefoIpefieNAl0T pasHble ClieHa-
puM PpasBUTKs IATOJIOTMYECKOro mponecca («60-
nesHu tenen JleBu»), B TOM 4Yuciae B ero Hambo-
nee arpeccuBHoM BapmaHTe npu [ATJI. Ha cerog-
HANIHUI JIeHb MOXKHO Ha3BaTb, II0 MeHblIEN Mepe,
nBa Takux (axropa. Bo-mepBbIX, cTapeHre — 4eM
nospHee pe6wotupyer BII, Tem B Gosbiueil crerne-
HU ee KIMHNMYeCKMe NposiBneHus 6mmskm k [ITJI
[21]. Bo-BTOpBIX, reHeTUYECKNL. XOPOUIO M3BECT-
HO, 4TO MyTauus rexa anbga-CUHYKIeNHa, 3aKI0-
YaolUlasgcs B ero yABOeHuu (ZYIIMKanus), KIn-
HUYECKM TIPOABASAETCA KapTUHON, TUINMYHOM HJA
BII, a BoT yTpoeHme (TpMIIMKauLMsA) 3TOrO TeHa,
B pe3y/lbTaTe KOTOPOTO YCM/IMBAETCS NPOJYKLUA
anbda-CUHYKIEeNHa, IPUBOAUT K KIMHUYECKON
KapTuHe, cooTBeTcTByMomel T/l —u nmo paHHeMy
PasBUTHIO JIEeMEHIMHU, ¥ 110 PAaHHEMY IPOSABIEHUIO
BEeTeTaTMBHOI HeJOCTaTOYHOCTI.

Knunngeckme NpOABIE€HUSA

Crnexktp knmmHMYecKux mnpossneruit [JTJI Becsh-
Ma IIVPOK U BK/IIOYaeT KOTHUTUBHBIC, HEJPOICUXU-
aTpuUYecKue, JIBUTATe/lbHble HApYLIEHMs, BereTaTyB-
HYI AUCOYHKIMIO, HapylIeHNs CHa U OOLpCTBOBA-
Hus [2, 4, 8, 22]. Hapymenus B KaXmoil U3 9TUX
cdep HOMKHBL ObITD BBIABIEHBI M TIATETIBHO OlLie-
HEHBI, YTO BXXHO KaK J/Is JUATHOCTUKY, TaK ¥ JIf
IUIAaHUPOBAHMSA TepaIum.

KorHutnBHOe CHIDKeHMe — 0O/IUraTHoe IMposiBiIe-
Hue OTJI. bonmpmmucTBO cinydaes JJTJI xapaxTepu-
3yeTcsl CBOCOOPa3HBIM HEpPOIICUXONIOIMYECKUM IIPO-
¢duieM, B KOTOPOM IIPUYYINBO MePeIlIeTAIOTCA pac-
CTpOJICTBa HOJKOPKOBOTO U KOPKOBOIO XapakTepa.
Ha paHHeil cTaguy B HeMpOICHMXO/NIOIMYECKOM CTa-
Tyce JOMUHUPYIOT HapyLIeHWsI HellpOAMHAMIYECKOTO
U PEryIATOPHOTO TUIA, BEAYIIVM M3 KOTOPBIX fABJIA-
eTCsl HapylleHVs BHUMaHMA, IPUYeM CTPAflaloT Kak
KOHIIEHTpaLys, TaK U 0COOEHHO YCTONYMBOCTb BHII-
MaHIUSL.

Ina OTJI XxapakTepHO TakxKe paHHee U OBICTpoOe
pasBUTHE 3PUTEIbHO — IIPOCTPAHCTBEHHBIX Hapyllle-
HIA, AABJIAIONIVXCS OHOV U3 ITTaBHBIX OCHOBHBIX «BU-
3UTHBIX KapTodek» 3aboneBanus [5]. Ilonadany 3a-
TPyAHEHNE B BBIIOTHEHUY T€CTOB OOBACHSIIOTCA CKO-
pee HapylleHMeM BHVMaHV, IUIAHMPOBAHUA U BBI-
HO/IHEHUA CTIOXKHBIX KOHCTPYKTVMBHBIX 3afiad M JIMIIb
YacTMYHO THo3Mca. Ho mo Mepe mporpeccupoBaHus
3a00/eBaHUA [OBOJILHO OBICTPO IIPUCOEAMHSIOTCS
ollepallMOHa/IbHble HapYIIeHUdA, CBSA3aHHbIE C JMC-
byHKIMe 3pUTEbHBIX accOLMATUBHBIX myTeil. Co
BpeMeHeM IIOAB/IAIOTCS OLIMOKM 3PUTENIBHOTO pac-
HO3HaBaHNs IpeIMeTOB, 3HAKOMBIX, HaKOHell, 6/y3-
KIX POACTBEHHUKOB. bojee Toro, crpajjaer MAeHTH-
¢duxanus u caMoro ce6s— BUA CBOe OTpaXkKeHMe B
3epKajie MalueHT (OOBIYHO C IPOABMUHYTON CTafy-
eit I TJI) mpuHKMMaeT ero 3a Apyroro 4enoBeka (cum-
nTOM 3epKasna). HapyuieHne perynatopHbIx (TOOHBIX)
U 3PUTENIbHO-IIPOCTPAHCTBEHHBIX (YHKIUI CITY>KUT
OJIHOJI 13 OCHOBHBIX IIPEAIIOCBUIOK /L1 paHHEIro II0-
ABJICHVS 3PUTEIbHBIX Ta/UIONUHANWil. IlaMATh 1pu
9TOM OcCTaeTcs 60/lee COXpaHHOI M XapaKTepusyeTcs
IedeKTOM He 3aIllOMVHaHMs, KOHCOMIAMM U XpaHe-
HUS, a CKOpee HapylIeHMeM IIOMCKa M BOCIIPOU3Be-
IeHUs CIefoB, YTO CBSA3aHO ¢ AUCRYHKIME TOOHBIX
OT/IeJIOB M OTHOCUTE/IbHOJ MHTAKTHOCTBIO MefMasib-
HBIX OTZE/IOB BUCOYHBIX Honeil. Hepenko popcTBeH-
HUKM C YAUBACHMEM CIBIIAT OT 6OIBHOTO B MUHYTHI
IPOCBET/ICHUs paccKa3 O COOBITUAX MPOLUION >KM3-
HY C TaKUMU JeTa/lAMU, O KOTOPBIX CaMM AaBHO IIO-
3a0bIN.

Jpyroit xapakTepHOI OCOOEHHOCTBIO IICHUXUYe-
CKOrO CTaTyca CIy)XXaT (UIYKTyalluM, XapaKTepusy-
folyecs MPeXOAALIMMY SIM30aMM CHVDKEHVS BHU-
MaHMA U aKTUBHOCTY C aCIIOHTAHHOCTBIO, apeaKTyB-
HOCTBIO, 2 MHOIZla U CIYTaHHOCTbIO COo3HaHus. ITo-
HOOHbIe 3MU30HbI YXYALIEHWII MOTYT IJIUTBCA OT
HECKO/bKMX MUHYT [0 HeCKOJIbKMX 4YacoB M 3adya-
CTYI0 OLIMOOYHO PpaclieHMBAIOTCSA KaK IIPOsABIECHMA
COCYAMCTO-MO3TOBOII HEJOCTATOYHOCTY MY KaK SIIN-
nentydeckuit peHoMeH. DIYKTyauuy HCUXMYIECKO-
r0O CcTaTyca BCTPEYAIOTCs M Ipu Apyrux ¢opmax ne-
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MEHIIVM — COCYAMUCTON JeMeHIuy Wi BA, HO TOJb-
ko npu JTJI oHM BOSHMKAIOT YK€ Ha paHHEM 3Talle
sabonesanus. IIpu [T/l gacto BosHUKawT u Goee
IO/IroBpeMeHHble (QIYKTyalMu, XapaKTepu3yoluecs
Ha/IM4YMeM «IUIOXMX» UM «XOpouux» nHell (¢rykrya-
UM «BTOPOTO MOPSIKA») WX MHOTOJTHEBHBIMU SN~
30/jaM/ JIeKOMITEHCALlMM OCHOBHBIX IIPOSIB/IEHUII 3a-
6oneBanusA (PAYKTyalun «TPeTbero MOPARKa»).

Snu308bI FEKOMIIEHCALMY YaCTO OBIBAIOT C/IEHCTBH-
€M HeafIeKBaTHOII Tepamuy, AeIMApaTalyy, MHTEpPKyp-
PEHTHBIX 3a060/IeBaHNil, TleperpeBaHsi, HO MHOIZA BO3-
HUMKAIOT M CIIOHTaHHO. B TsDKeNMBIX CIydyasx OHM MO-
TYT 3aKOHYMTBCS JIETATBHBIM JICXOLOM, B Ooee jier-
KIX — BOCCTAHOBJICHIEM TIPeXHEr0 (YHKIMOHAIBHO-
ro cocrosiums. Ho varie Bcero BoccTaHOB/IeHNe ObIBa-
€T YaCTMYHBIM, 4TO IIePeBOAUT MAljMeHTa Ha CTYIIeHb-
Ky BbIllIe B IIPOTPECCUPYIOLEM Te4eHUM 3a00IeBaHMIA.

ITcuxoTuyecKue HapyLIeHMs — ellje OFHA TUIINY-
Hasd, AMarHoctudecku BakHas depta HTJI, xoTopas
Hepeko OKasbIBaeT ApaMaTidecKoe BMSAHME HA II0-
cnenyoiee TedeHne 3abomesanus [7]. Ho, ¢ gpyroit
CTOPOHBI, XOTENOCh OBl IIOFYEPKHYTh, YTO 3TO He 00-
nuratabit cumnrom JITTI, u He MeHee 20% OONBHBIX
He MMEIT IICUXOTUYECKMX PAacCTPOVICTB BIUIOTH [0
¢duHanpHOI dasel 3ab6oneBanus. VHorma spurtenbHble
TTIOLVHALIN, CYUTAILIMECs] Hamboee Xapakrep-
HBIM BapMaHTOM IICUXOTUYECKUX HapYIUIEHMIl IIpu
ITJI, nosBnsAIOTCA yXe B IpOfpoOMajbHOI ¢ase 3a-
6orneBaHMs, KOIa COOCTBEHHO ellje HeT HapyIUeHNs
[OBCEHEBHOI AKTMBHOCTH, MO3BOJISIOIIEN JMArHo-
CTMPOBATh AEeMEHLMNIO.

CroexTp mncuxormdeckux Hapymenwmit mpu HTJI
BK/IIOYAeT, HapARY CO 3PUTEbHBIMM IajUIIOLVHAIN-
sIMI, TaK Ha3blBaeMble «IKCTPaKaMIMIbHbIE» (eHOo-
MeHBI (OLIyIeHNs IPUCYTCTBUS ITOCTOPOHHETO VTN
OLIYIIEHN NPOXOXK/IeHNs KOr0-IM00 MMMO), TalIio-
LVHALUY VHBIX MOJA/IbHOCTel (C/TyXOBble, TaKTW/Ib-
Hble, COMATMYeCKIe), WITI03nu, OpemoBble CUHIPO-
MBI (4aCTO CBSI3aHHBIE IO COZEP)KAHMUI0 C TaJUTIOLM-
HalMsAMM), CMHAPOMBI HapylIeHMs MAeHTUPUKALIN
(nanpumep, cungpom Kanrpa m gp.), penmmpmit. He-
PENKO MCUXOTUYECKMe PacCTPONICTBA IPOBOLPYIOT-
cs1 BHeIHMMM (aKTopamy, Mpexzie BCero MpOTHBO-
HAPKMHCOHMYECKUMU CcpefcTBaMu (0COOEHHO XOmm-
HO/IMTYKAMU, arOHNMCTaMy fopaMuHa, aMaHTaJHOM,
B MEHbIIIe}T CTeIIeHM JIEBOJOIION) MM MHTEPKYPPEHT-
HBIMI 3200/1€BaHMSAMY, HO IPEIIOCUIKY K UX PasBU-
TUIO CKJIa[iBIBAIOTCS 110 Mepe NPOrpecCUpOBaHUS Jie-
reHepaTUBHOIO Ipoliecca. PaHHee BbIABIIEHUE IICUXO-
TUYECKUX HAPYIIEHWIT MMeeT Ba)KHOe MPAKTHYeCKoe
3Ha4YeHNe, TaK KaK II03BOJIAET IPABMIBHO CIUIAHNPO-
BaTh JledyeHMs] M 130eXaTh ux OBICTPOIN SCKamaumn
oT 6oJlee IPOCTBIX ¥ OTHOCUTEIBHO JIETKO KYIIUPYIO-
IMXCSI K CTIOXKHBIM, PE3VCTEHTHBIM K TEpanmuu.

CrexTp HeMpONCUXMATPUYECKUX PACCTPOIICTB
CIIeflyeT JOIONHUTb TPEBOTONM M [eIpeccheit, 4acTo
HOAB/IAKINXCA Y>Ke Ha IPOAPOMa/IbHONM CTafiuy 3a-
OoneBaHMsA, HO COXPAHAIOIIMXCA M Ha 6Oojee MO3[-
HUX CTafiMsAX, a TaKXKe TaKMMMU CUHPOMaMM, Kak
amaTusg, BO30YXJleHMe, PacTOPMOXXEHHOCTb, KOTO-
pble, Kak IpaBWIO, IOSB/LIIOTCA Ha Oojee Mo3mHelt
cTajuy 3aboneBaHNsA, CYILIeCTBEHHO 3aTPYRHAA YXOF
3a OOJIbBHBIMIL

JIBuratenpHble Hapymenus npu [TJI B mepyio
o4epefib XapaKTepU3YIOTCA CUMIITOMaMM IapKUHCO-
HusMma. Ha Ooree paHHUX CTagusIx SKCTpaIrmMpamumz-
Has IaTOJIOINA BCTPEYaeTCs TOMbKO Y 50% OObHBIX 1
3a49aCTYIO IIPEfICTaB/IEHa CPABHUTENBHO MATKMMMU CUM-
nToMamu. Hepeako 9To BBOJUT B 3a0/My’XeHue Bpada-
HEBPOJIOTa, €CIM OH IOBEPXHOCTHO OCMOTPE Maliy-
eHTa ¥ He 00paTM/ BHMMaHMe Ha BBIPQKEHHBIE KOT-
HUTVUBHbBIE VI HENPOICUXMATPUYIECKUE PacCTPOICTBA.
B pesynbTraTe OH OIMOOYHO AMArHOCTUPYET PaHHIOI
craguio bIl u B cOOTBeTCTBME C 3TMM Ha3HAYaeT aro-
HUCTB ROQaMMHA, XONMHOMUTUKY VI aMaHTafuH,
KOTOpBIe Y 9TOil KaTeropuy OOIBHBIX MOTYT IIPOBO-
LMPOBATh IICUXOTHYeCKue HapyuleHus. [anee 60b-
HOJ IIepeBOAUTCA B ICUXMATPUYECKOe Y4upeXjeHMUe,
I7ie eMy IO IIOBOAY IICMX03a Ha3HA4YalOT HelpOIenTy-
KI1, IPMMEHEHNE KOTOPbIX JlaXKeé B MUHMMAJIbHBIX JJO-
3ax y namyeHToB ¢ JITJI cnoco6HO mpuBecTH K pes-
KOMY YXY[IIEeHMIO COCTOSIHMA 110 TUITY aKMHETUYeCKO-
rO KpM3a, 3aKaHYMBAIOIIETOCsA KaK MMHMMYM Yy TpeTU
OOMBHBIX JIeTAMIBHBIM ¥CX0HoM. OOBIYHO 3TON Liemu
oIMO0K yHaeTcsi M3beXaTb IpU COOMIONEHUM IIPO-
CTOTO IIpaBM/Ia — HAa3HAYeHUA IPOTUBONAPKIHCOHMU-
YeCKOI Tepammy MOCjie XOTsl Obl KPATKOTO HepOICH-
XOJIOTMYECKOTO TECTMPOBAHUA.

ITo Mepe mporpeccupoBaHys 3a00eBaHUA YaCTO-
Ta BBIAB/IEHNUA 3KCTPAallMpaMUIHBIX CUMIITOMOB yBe-
mmauBaetca go 80%. Ilapxmuaconmsm mpu JTJI xa-
pakTepusyeTcsi 0ojmee YacTBIM JIEBOCTODOHHVIM Jie-
OI0TOM, paHHUM pasBUTMEM AaKCHUAJIbHBIX Hapyllle-
HW (TMIIOMUMMY, HOCTYPaJbHON HEyCTONYMBOCTH
C YacTbIMU MaJeHNUAMY, PAHHMM HapyLIEHNMEM XOfb-
OBl C 3aCTHIBAHMAMM, TY/IOBUINHON OpamguKuHe3uu,
KaMITokopmuu, auchonun min gusaprpun). OTHO-
CUTEJIbHO YacTO HAOMIONAIOTCA MUOK/IOHUM WIN MU-
OKJIOHMYECKUI TPEMOP B MaJIblaX KUCTEN U OPOMaH-
EnOynApHas JVICKUHE3V.

Hapyurenne cHa 1 60RPCTBOBaHMSA MOTYT IPOSIB-
nsatbest y 6ompubix ITJI 3aonro Ko mosiBeHus Apy-
IMX CHUMIITOMOB 3afojieBaHMsA. OTO B IIEPBYIO OdYe-
pefb OTHOCUTCH K PacCTpOCTBY HOBefeHuA («Imcu-
XOMOTOPHOMY BO30Y>XIeHMI0) B ¢ase cHa ¢ OBICTPHI-
MU OBIDKeHMAMHU I71a3. OH MOXKeT IpefllecTBOBaTb
APYrMM HpOsBIeHMAM OOJe3HM 3a HECKOIbKO [e-
CATKOB JIeT. JIMarHOCTMYECKYI0 3HAYMMOCTb JaHHO-
rO CUMITOMa TPY[JHO INEepeOleHUTb: €C/IM OH BbIAB-
nsgeTcsl y OONBHOTO C PasBUBILIEICS AeMEHIVEN, TO ¢
BBICOKOU (x0T 1 He 100%) BepOATHOCTBIO YKa3bIBa-
et Ha ITJI mnu BII ¢ pemenunmeit. Eme oguH Hepepn-
KNI CMMIITOM — JJHEBHasA COHJIMBOCTD.

PanHee pasBuTMe  BereTaTMBHON  AMCHYHK-
LUy —ellle OfHO M3 Hambosee XapaKTepHBIX IIPO-
asnennit [ITJI, cBA3aHHOe C TOpaKeHMEM CTBOJIO-
BBIX BETeTATVBHBIX CTPYKTYP, OOKOBBIX POrOB CIIMH-
HOTO MO3ra, IepudepudecKoil BereTaTUBHOM CUCTe-
Mmbl. Hambonee wacTble BereTaTuMBHbIE INPOSBIEHVS
HeJpOKapAMOBACKy/IApPHas HeCTabMIBHOCTh C OPTO-
CTaTMYeCKOI TMIIOTEH3Mell U CKIOHHOCThIO K 0OMO-
pOKaM, HelIpOreHHble HapylIeHUs MOYeUCIYCKaHUA
(y4alleHHOe MMIIEpAaTMBHOE MOYEMCITyCKaHUe, HUK-
Typus, B IOCHEAYIOLIEM YacTM4YHasA 3aflepyKKa MK
Heflep>KaHue MOuM), BUCQYHKIVS SKeTyZOYHO — KU-
IIEYHOTO TPaKTa (racTpoIapes, 3aopbl WIN fUapes).
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IumarHocTuka

Het HU OfHOTO TaTOTHOMOHNYHOTO CMMIITOMA, KO-
TOpBIt Obl 03BO/MI mOCTaBuTh muarHo3 ATJI. Her
HU OfIHOTO JOIOTHUTEIbHOTO METOfa VCCE0BAHNA,
C IIOMOIIBI0 KOTOPOTO AMArHO3 MO OBITb HOCTAaBJICH
BHe K/IMHUYECKOro KOHTeKcTa. Ha ceromHAMHUI NeHb
IOMaTHOCTMKA OCHOBBIBAeTCA Ha aHa/M3e BCETO KOM-
I/IeKCa KIMHUYECKMX MTPU3HAKOB M Pe3y/IbTaToOB Heli-
POICHXONIOTMYECKOTO TECTUPOBAHNA IIPK ydeTe B pAjie
C/Iy4aeB pe3y/IbTaTOB MHCTPYMEHTAIbHBIX METOMIOB
uccnenoBannA. OOILIeNpU3SHAHHBIMU ABIAIOTCA KpU-
TepUM AMATHOCTUKM, paspadoranHble McKeith ¢ co-
aBT. B pemakuyu 2017r. [27] (tabm. 1).

C mepBoro BapmaHTa KpUTEpUEB, ONyOIMKOBaH-
HBIX B 1996 ropy cCyliecTBOBalO TaK Ha3bIBaeMOE
«IIpaBUIO OFHOTO TOfja», COINMTACHO KOTOPOMY [Ma-
rao3 JTJI Mor ObITh IIOCTaB/IE€H TOAbKO €C/IM JEMEH-
I[UA pa3BMBajIach He MO3IHee OJHOTO TOfla OT MOMeEH-
Ta CUMIITOMOB MOSIB/IEHNS CUMITOMOB ITaPKMHCOHU3-
Ma. B mpormeBHOM cnydae craBuicsa pguarHos BII c
ImeMeHLMel. B HacTosAllee BpeMs C Y4ETOM yxXKe pac-
cMoTpeHHoIt ycmoBHocTH Boiiennenust JTJI n BIT yxa-
3aHHOE IIPaBWIO TPAHCPOPMUPOBAIYU, U Telepb OHO
3By4nT 60/Ie 0OTeKaeMo: ecIy CUMIITOMBI JleMEeHI[UNI
HOABJIAIOTCA Ha QoHe pasBepHyTON KMHUKY BII, To
craButcs pguar"os BIl ¢ pmemeHiueilt, B MpOTMBHOM
caydae (ecamy CHUMIITOMBI JeMEHIVM IIPefIIecTBYIOT
CUMIITOMaM IapKMHCOHNM3Ma, PasBUBAIOTCA Mapaj-
JIEIBHO UM WIN BO3HUKAIOT Ha (DOHE MX JIETKON BBI-
pakeHHOCTHU) — cTaButcs auaruo3 ATJI. EnquncrBen-
HOe M3MeHeHUe B KpPUTepUAX AMATHOCTUKM, KOTOpoOe
CO3peJo 10 MHEHMIO MHOTUX CIIEI[MaUCTOB C MOMEH-
Ta UX NOC/IEeNHeN pefaKuyu, — IpuiaHue Oomee BbI-
COKOTO CTaTyca C BBeleHIeM B 4IIC/I0O OCHOBHBIX IIPU-
3HAKOB PAcCTPOJICTBY MOBEfEHNsI BO CHE C OBICTPHI-
MU IBVDKEHMAMHU I7Ia3.

JlanHbIE JONMOMHUTE/ILHBIX METOMIOB MCC/IEN0Ba-
HUA HeOOXOAVMBI JyIg WCKIIOYEHUS JAPYTUX BO3-
MOXHBIX TpuumH pgemeHuyu. Hampumep, KT wumm
MPT ronoBHOro mMosra HeoOXOZMMBI I MCK/IIOYe-
HUA CTPYKTYPHBIX IIOPa’K€HUI TOIOBHOTO MO3Ia, Ha-
[puMep, HOPMOTEH3UBHOI rujpouedanuy win uepe-
6poBackynapHoit matonoruu. B mons3y ATJI mpn Ha-
MMYUY XapaKTePHOI KIMHUYECKON KapTUHBI CBUfle-
tenbcTByeT orcyTcTBue pyu KT mmm MPT BeipakeH-
HBIX COCY[UICTBIX VIV MHBIX V3MEHEHMUIl, Tydie 00b-
SACHAIOIIMX KINHUNYECKYIo KapTuHy. Ho npu atom go-
IyCKaeTcsA YMEpeHHas WM BbhIpaKeHHas fuddysHas
nepebpanbHas aTpodys ¢ HEMHOTOYVCTICHHBIMY JIa-
KYHapHbIMM OYaraMiu W/WIM yMEPEHHBIM Ie€pUBEH-
TPUKYIAPHBIM JIefIKoapeo3oM. B HeKOTOpbIX ciyva-
sIX y 60nbHBIX ¢ THOnYHON KnnHukon OTJT u Hanm-
YyeM OOLIMPHBIX COCYAVCTBIX M3MEHEHUI B MO3Te 110
maHHbIM KT n MPT MOXHO AZMarHOCTMpOBAaTh CMe-
MIAHHYIO [eMeHINIo. BeIpakeHHOCTh liepebpanbHOIL
arpo¢uy U 0cobeHHO arpoduy TIMIIOKAMIA IIpK
OTJI Mmo>xeT OBITH CYLIECTBEHHO HIDKe, 4eM IIpu BA,
Jaxke IIPM COIOCTABMMON TXKECTU HEeMEHIUIL.

K coxanennio, QyHKIMOHAIBHbBIE METOAbI HENPO-
BU3Yanu3alMy MaJoOfOCTYIIHbl B Hallleil CTpaHe, IO-
3TOMY OOCYXJeHVe VX MeCTa B KJIMHUYECKON IIpaK-
TUKe HOCUT OTYACTU CXOMACTMYECKMII XapaKTep, TeM

He MeHee, OHO MMeeT 3HaueHue, XOTA Obl [ IIa-
HUpPOBaHMUA TEXHMYECKON OCHAILEHHOCTHM 3[paBOOX-
paHeHus. Bo-1mepBbIX, HET HU OJHOTO MeTOJa McCile-
OOBaHUs, KOTOPbII Obl mo3Bomsin auddeperuupo-
Bath ITJI ¢ BIl, 4TO HOMOMHUTENbHO MOLYEpPKUBAET
X HO30/I0TMYEeCKOe eIUHCTBO. Bce OCHOBHBIE MeTO-
Ibl GYHKIMOHATBHOI BM3yanM3alMy B MEPBYIO Ode-
pelb MOTYT MCIONb30BaTbcA M muddepeHnyanum
OTJI ¢ BA, a takxe 106HO-BIUCOYHBIMY JleT€eHEPALIN-
AMM C CMHIPOMOM IIapKMHCOHM3MA.

Eme HemaBHO Kasajoch, 4TO Haubormee Imep-
CHEKTUBHBIM  METOJOM  SBJIIETCS  IO3UTPOHHO-
amuccuonHas tomorpadusa (II9T) ¢ dnyoponesok-
CUTJIIOKO30¥, OHAKO ee MMarHOCTUYeCKas 3Ha4dl-
MOCTb (KaK YYBCTBUTEJIBHOCTb, TaK U crenudpud-
HOCTb) OKasajachb HemocrarouHoit. II9T ¢ ammo-
UAHBIMY juraHfamu (Hampumep, ¢ IIntcOyprckum
coenvHenreMm PiB), mnosBomsomas Bepuduimpo-
BaTh HAaKOIUIEHMe aMWIONja B Mosre, He auddepen-
uupyer JTJI ¢ BA. JIBa Hambonee BaKHBIX C 9TON
Touku 3peHus meroma— DATScan (un aHamormuHble
METOJIbI), BBIAB/IAIOIINE JereHepalyio HUTPOCTPU-
apHBIX HENPOHOB, a TaKXe OZHO(POTOHHAs 3SMIC-
croHHas kommbioTepHass Ttomorpagusa (OPIKT) c
123I-merartonobensunryanesuaom (MVBT), BbLiB-
7Am0Iad fereHepalyio HNOCTIaHIVIMOHAPHBIX CUMIIA-
TUYECKNX HEIIPOHOB, MHHEPBUPYIOLX cepplle (CuM-
HaTnyecKyo JeHepBaumio cepaua). Oba mMerona Io-
3BOMAIOT HagexHo nuddepennuposats ITJ/I ¢ BA,
0cobOeHHO Ha paHHelt (B TOM 4NC/ie IPOSPOMATbHOI)
CTafiuM JereHepaTUBHOIO IIpollecca.

Hakonen, emje 2 mpakTu4yecKu BaXHBIX Hpo6ie-
Mmbl. Heitpoperenepauns ¢ ¢popmupoBanuem TJI He-
PenKo ABIETCA NUIIb OfHUM M3 KOMIIOHEHTOB CMe-
LIAHHOTO IaTOJIOTMYECKOro IIpOljecca, BeAyIIero K
meMeHIuu. Jlake OCTaBUB 3a CKOOKaMM OTIOXKEHUS
aMIION/ia, KOTOPOEe HOCUT OTHOCUTEIbHO HeCIIeLn-
¢buyeckuil xapakrtep, CaefyeT KOHCTAaTMpPOBATb, 4TO
y dactu 6ombHbIx JTJI BCTpewaeTcst Tay-IaTONIOIVs
(nettipopubpunspHble Ky60UYKY), TUIIMYHASA 11 DA
(«BapmanT BA Tenpnamu Jlesu). B mogoOHbIX CcTyua-
SIX a/bLTeIMEPOBCKMIT KOMIIOHEHT CIIOCOOEH MacKM-
poBaTh Kiaccuyeckue KiamHudeckue npusHaxu IOTII,
YTO 3aTpyAHAET AmarHocTHKy. CBoero popa 6momap-
KepOM £ a/bLIe/IMePOBCKIX M3MEHEHMI B MO3Te MO-
XKeT CIY>KUTb aTpous TMIIIOKaMIIa, HO 3[eCh He-
00XOMMBI [IOTIONTHATE/bHBIE MCCIeNoBanmA. boree
TOTO, II0 HAallIMM HaOJIOfieHNAM, B TOJOOHBIX CIyYasx
npyu MPT 4acTo BBIABIAETCSA U JOIOTHUTENIBHOE 60-
7iee UM MeHee BBIPaKeHHOE COCYAMCTOE IOPaXKeHMe
MO3Ta, YTO MOXKET OBITh CBSI3aHO C aMVJIOMIHON aH-
ruonarueit. B moboM ciaydae 3To ykasblBaeT Ha 0OCO-
Oblit, KaK IIPaBUIIO, OOJIee arpeCcCUBHBII XapaKTep Ia-
tonorndyeckoro npouecca («JTI-mwmoc»).

Haxonen, o ¢opmynupoBke puarHosa. Cremyer
Ipu3HaTh, 4T0 TepMuH «[ITJI» ¢ Tpymom mpipkmBaeT-
Cs1 B TIOBCETHEBOI MIPAKTUIECKO)I paboTe HEBPOIOTrOB
U TICuxmMatpoB. IIpyymHBl MHOTrOOOpasHbL, HO B TOM
yyCclle OHM 3aK/II0YAIOTCS B CTUTMATU3MPOBAHHOCTU
OMArHO3a «[IeMEHLVs», ¥ B HaTOMOPQOIOrNIecKOM
XapakTepe TepMuHa «Tenblia JleBu». B cBaA3u ¢ atum
MMIIOHMPYET IOAXON Pa3spabOTUMKOB TOTOBSIIETOCs
5-ro mepenspaHua «PyKoBOACTBa IO JMArHOCTHMKE U
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Ta6nuua 1. Kputepun KnuHM4eckom ANarHOCTMKN aemeHuun ¢ Tenbuamm Jleeu (no McKeith et al., 2017) [27]

KaTeropmn NPW3Ha-
KOB

XapakTepncTuka npr3Hakos

ﬂ,I/IaFHOCTI/ILIeCKaﬂ 3Ha4YMNMOCTb
NPN3HaKoB

1. KnioueBon (ueH-
TPanbHbIN) NPU3HaK

JemeHuna, onpegensemas Kak nporpeccupytoliee KOrHuTuBHoe
CHVXEeHVe, HapyLalollee CoLMasbHY0 UK NpodeccroHanbHyio
neaTenbHoOCTb*

Heobxogum Ana BO3MOXHOIo
WIN BEPOATHOrO AMarHo3sa

2. OCHOBHble KNUHU-
Yyeckue npusHakum

-KorHutueHble dnyKTyaumnm C BblpaXXeHHbIMK KonebaHnAMN BHU-
MaHWA 1 YyPOBHA 60APCTBOBAHUA

-MoBsTopsAtowWMeca 3puTenbHble FannioLHaLmMmn, 06bIYHO YETKO
opopMieHHbIE U JeTann3nMpoBaHHbIe

-PMNBArl, KoTopoe MoXeT NpefLwecTBoBaTb Pa3BUTUIO KOFHUTUB-
HbIX HapyLeHn

-CnoHTaHHO BO3HMKaloLiMe NPU3HAKM NapKUHCOHM3MA: GpaanKu-
He3nA, TPemop MOKOA AW PUTMAHOCTb

[epBble Tpy NpusHaka moryT
BCTPeYaTbCA Ha paHHen cTagun
1 OCHOBHOW MpU3HaK AocTaTo-
YeH Ana BO3MOXKHOIO AmarHo-
3a, 2 1 6bonee—panA BepoATHO-
ro AvarHosa

3. KnuHuyeckne npu-
3HaKK, NoAAepK1Ba-
lole AnarHos

-BbipaxkeHHaA runepuyBCTBUTENbHOCTb K HEMpPONenThKam
-MocTypanbHan HeycTONUMBOCTb

-MoBTopsAtowmeca nageHna, oOMopPoKN unn apyrue npexopslime
HeoOBbACHMbIE 3NM30AbI YTPaTbl CO3HAHUA

-Taxkenas BereTaTmBHasA AMCOYHKUMA (OpTOCTaTUYECKasd MMMoTeH-
31A, Heflep>KaHve Mouu, 3anopbl)

-lmnepcomHua

-lmnocmna

-fannoumMHaUmMm MHbIX MOAANbHOCTEN

-CrcTemaT3VpoBaHHbIN bpen

-Anatus, TpeBora, genpeccus

Yacto npucyTCTBYIOT, MHOTAA Ha
paHHen cTagnn, HO He UMetoT
NOKa3aHHOW ANAarHOCTUYeCKomn
cneuynouyHoCcTm

4. briomapKepbl, yKa-
3blBalOLLME Ha Aua-
rHo3

- Husknin 3axBat B 6a3anbHbIx raHrmuax pagrmodapmnpenapara,
cBA3bIBaloLleroca ¢ AopaMmMHOBLIM TPaHCMOPTEPOM (MO AaHHbIM
OO®3KT wnnn M3T)

- AHOManbHbI (HM3Kun) 3axeat MUBI npu cumHTMrpadum cepa-
ua

- NoaTBepxaeHve Hannuuma ¢asbl CHa C GbICTPLIMK ABUXEHUAMM
rnas 6e3 aToHUM C MOMOLLbIO MOMCOMHOrpadum

Hanunumne xots 6b1 1 6omapke-
pa AOCTaTOYHO AJIA BEPOATHOTO
OnarHosa npv Hanuummn xots 6bl
1 OCHOBHOrO MpU3HakKa; B OT-
CyTCTBUE

OCHOBHbIX MPU3HAaKOB — AOCTa-
TOYHO [NA BO3MOXHOMO Ana-
rHosa**

5. briomapkepbl, nog-
AepkuBatowme an-
arHos

- OTHOCUTeNbHAA COXPAHHOCTb MefMaNbHbIX CTPYKTYP BUCOYHbIX
nonen npu KT/MPT

- CHwxeHue nepdy3nm nnn meTabonuama B 3aTbi/IOYHON Kope
(no paHHbIM OO3KT mnm MN3T) £ oTHOCUTENbHAA COXPAHHOCTb
MeTabonusma B 3afHWX OTAENax NMoACHOW Kopbl (MO AaHHbIM
M3T ¢ dnyopope3okcUrnioko3on)

- BblpaxkeHHasa megneHHOBOJIHOBAA aKTMBHOCTb Ha I3l ¢ Tpak-
3UTOPHBLIMU OCTPbLIMIU BOSIHAMU B BYCOYHbIX OTBELEHUAX

6. Mpn3HaKK, CHMXa-
lolme BEPOATHOCTb
nmarHosa

-Jlioboe comaTtuyeckoe nnu LepebpanbHoe 3aboneBaHune, BKIO-
yas uepebpoBackynapHoe, CnocobHoe YaCTUYHO WK MOJTHO-
CTblo OODBACHUTD KNUHMYECKY0 KapTuHY. OfHaKo 3TO He UCKIo-
yaet amnarHo3 [TJ1 n MoxeT yKasblBaTb Ha CMELUaHHYI0 UAN MHO-
XKeCTBEHHYIO MATONOrMIo, NPUBOASALLYIO K aTUMMYHBIM KIIMHUYe-
CKMM NpOoABEHNAM

-MoABneHne CUMNTOMOB NMapPKMHCOHM3Ma Ha CTagUN TAXKENOMN
nemMeHumnn

MprmeyaHus

* HapylleHue BHUMaHWsA, PEryifaTOPHbIX U 3pUTENbHO-MPOCTPAHCTBEHHBIX GYHKLMIA ObIBAET BbIPAXXEHO YXKe Ha paHHei
cTapun 3aboneBaHnsA, Torga Kak HapyLleHMe MaMATY MOXET CTaHOBUTbCA BbIPAaXXEHHbIM UM CTOWKMM MO3AHee, No mepe
ero NporpeccMpoBaHus.

** BepoATHbIi AnarHo3 [AT/1 He MOXeT OblTb YCTAHOB/IEH NMLIb HAa OCHOBE GMOMAPKEPOB, YAOCTOBEPAOLWNX ANArHO3.

Ecnn gemeHUua Bo3HUKaeT Ha GOHe pa3BEPHYTON KIMHUYECKOW KapTUHbI 6one3Hu MapKMHCOHa, cnepyeT UCnosb3o-
BaTb TepMUH «bone3Hb MapknHcoHa ¢ aemeHumern» (BMA). B knuHnyeckon NpakTke crefdyeT UCMONb30BaTb TOT TEPMUH,
KOTOpbIi Hanbonee COOTBETCTBYET KINMHUYECKON CUTyaumn, oba KIuHWYecknx ¢eHotrna Moryt cobupaTtenbHo 0603Ha-
yaTbCA Kak «bonesHb ¢ Tenbuamu JleBu». Mpu NpoBefeHUN HayuHbIX UCCEAOBaHNI, B KOTOPbIX HEOOXOAMMO pasnnyatbh
OTN v BN, no-npexxHeMy pekoMeHAyeTCA MCNOb30BaTh NPaBMIO 1-ro roga Mexgy Havyanom AeMeHUUU U NapKUHCOHMW3-

MOM.
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CTQTUCTUYECKOMY Y4YeTy IICUXMYECKUX PacCTpPOICTB»
(DSM V), B cOOTBeTCTBYME C KOTOPBIM IIPEIaraeTcs
BBIIE/IATh «Majioe (JIeTKoe) HePOKOTHUTMBHOE pac-
CTPOJICTBO» (COOTBETCTBYET YMEPEHHOMY KOTHUTMB-
HOMY pacCTpOJCTBY) U «O0/IbIIIOe (BBIPRKEHHOE) Hell-
POKOTHUTHBHOE PACCTPOIICTBO (COOTBETCTBYET HEMEH-
L[Y1) BCTIECTBIE BEpPOSATHON (MM BO3MOXKHON «0O-
ne3Hu Tenel; Jleu). Mbl B Haleil IpakTHUKe JCIIO/b-
3yeM CJIeflyIOLIYI0 AMarHocTudeckywo ¢opmyny: «Heit-
pornereHepaTuBHOe 3ab0JIeBaHue IO TUITY OONE3HN Te-
ner; JleBu C BbIpaKeHHBIMM KOTHUTVBHBIMM Hapyllle-
HusMm». Kpome Toro, B iuarHo3e JO/DKHBI OBITH Hepe-
YUCIIEHb] JIpyTUe CUHIPOMBI, OTpaHMYMBAIOIINeE >KU3-
HeJlesITeNIbHOCTD 00/MpHBIX. HamoMHuM, 4TO mIpM CTa-
TUCTUYIECKOM y4eTe JO/DKHBI ObITh MCIIO/Ib30BAHBI Clle-
pytomye xonbl MKB-10 (G31.8, F02.8%).

IIpogpomanbHasa cragus JTJI

IMonmumopduocTs KnmHMueckoit xaptunsl JTJI
MpOABJIAETCS y>Ke Ha IPOAPOMANbHON CTafuy, KOrI-
Ia IMarHo3 JeMeHIMU ellle He MOXKET OBITh BBICTAB-
JIeH COITIACHO MEX/IYHapOJHBIM KpuTepuaAM («Ipe-
OTJI»). B aToit cTaguyu KOTHUTMBHBIN Jepuuut, He
HapyLIAIOMMI COUMANbHYI0 ajanTanmio (3a VCKIo-
YeHMeM Haubojee CIOKHBIX BUIOB JeATeNbHOCTH),
MO>XET OBITb pacljeHeH KaK YMepeHHOe KOTHUTUBHOE
paccrpoiictso. Ilo-Bupnumomy, passutuio JJTJI moryT
[peNLIeCTBOBATh pa3nuyHble (HEeHOMEHOIOTMIeCKe
BapMaHTbl YMEPEHHOTO KOTHUTUBHOTO PAacCTPOICTBA,
KaK MOHO(QYHKI[MOHa/NbHble (CBA3AaHHbIE C IIPEUMY-
I[eCTBEHHbIM HapyLIeHMEeM BHMMAaHMs, TOOHBIX WU
3pUTE/IbHO — IPOCTPAHCTBEHHBIX (QYHKIMIT), TaK U
nomMYHKIVOHATIbHbIE, IIPY KOTOPBIX OTMEYaeTCs
HepUIUT HECKONbKMX KOTHUTUBHBIX QYHKIMIL. Bax-
HOe 3HayeHMe MOTYT MMeTb TaKle [IOIO/THUTEe/IbHbIe
NPU3HAKM, KaK IIOJIOXUTE/IbHBIN CEMEVHbI aHaM-
He3, CMMIITOMBI ITAPKMHCOHM3MA, PacCTPONCTBO IIO-
BefieHNA BO cHe c BJII, paHHuMe npusHaKu Berera-
TUBHO HEZOCTATOYHOCTH (B TOM YNC/Ie 3aIOphl, IU-
repcanuBanys, CKIOHHOCTb K OPTOCTAaTUYeCKOW I'M-
MIOTEH3UN), Hempeccusi, 3pUTeIbHble TaJIIIOLMHAINN
U IpyTHe HellpolcUXMaTpuyecKue MposBIeHNs. AK-
TMBHBIII HOMUCK 1abopaTopHbIX 6uoMapkepos JTJI B
kpoBu win IICXK mnoka He NpuHeC yIOB/I€TBOPUTEb-
HBIX pe3ynbraros. (8, 10, 26]

McKeith I. n coaBT. mpenIOXnUny BBIAETUTD TPU
¢denoruna npopgpomanpHolt craguu JTJI: 1) ¢ mpe-
obnmajanreM KorumtuBHbIX Hapyuenmit (YKP), 2) ¢
NCUXOTUYECKMMI HapyLIeHuAMM, 3) ¢ Ipeobnaga-
HieM a¢peKTUMBHBIX HapylleHuit [26]. B ormmunme
or 6ome3Hu AjbureiiMepa, IpOApOMajbHas CTafus
KOTOpOJ Bcerja IpefcTaB/leHa KOTHUTVBHBIMM Ha-
pylleHUsAMY, mpoppoManbHyn craguio JTJI mox-
HO MpeIIONIOKUTEIbHO AMAarHOCTUPOBATb Ha OCHO-
BaHMY HEMPONCUXMATPUUECKUX U BereTaTUBHBIX WIN
IOBUTATeIbHBIX CYMIITOMOB Jja’ke B OTCYTCTBME KOT-
HUTKBHOI Aucdynkumn. OcobeHHOCTN flebI0Ta K/IN-
Hudeckoit kaptunbl JTJI B psapme cnydaeB 1O3BOJA-
0T MPOTHO3MPOBATh [a/ibHellllee TedeHue OONe3HU
u 3¢ eKTUBHOCTD Tepamui.

B Tabmuie 2 mpencTaBieH CIEKTP KIMHUYECKUX
CUMINTOMOB, IpepnoxeHHbx McKeith I.G. n coasr.

B KauecTBe PaHHUX IIPU3HAKOB Ooje3uu Tenel JleBu.
JJaHHBIE TONMy4YeHBbI IpU ONpOCe MALMEeHTOB O CUM-
ITOMAaX U NPOSABJEHMAX, KOTOpble OHM OTMedany 3a
10-15 ner mo ycTaHOBNeHM:A [uarHosa. HecmoTps
Ha TO, 4TO KimHM4Yeckue npmsHaku HTJI u pmemeH-
uuy npu BIT (BII]]) aHamormyHel M pasHULA OIpe-
Te/sieTCsl TONbKO BPEMEHHOII IOC/Ie0BaTe/IbHOCTHIO
BO3HUKHOBEHMS CMMIITOMOB, ITAaTOMOPGOIOrniecKue
UCCNIEOBAHNA [EMOHCTPUPYIOT, YTO paHHEE Pa3BU-
THe KOTHUTMBHBIX Hapymenmit mpu JTJI onpepens-
€TCsl He CTOBKO OCHOBHBIMIY ITaTOMOP(OIOrYeCKu-
M usMeHeHusAMI (HakoIUleHue Tejel JIeBu), CKOb-
KO IPMUCOENVHEHNMEM [IPYTMX IaTOT€HETUYECKUX Me-
XaHU3MOB, B YaCTHOCTH, a/IbLII€MIMEPOBCKOI I1aTOJIO-
TUIL.

Pannee n 6omee TouHoe obHapyxeHme [ITJI He-
006XOMMO MIJIs1 MIPOTHO3MPOBAHMUs TedeHus 3aboie-
BaHNsI, CBOEBPEMEHHOr0 HasHadeHus: 3ddekTuBHOIM
¢dapmakoTrepanny, ONTUMAIBHOTO JiedeHNsI BO u3be-
’)KaHUe HeraTUBHBIX ITOCTENCTBUIN aHTUIICUXOTHUYIE-
CKOJI TepaImnu.

Ta6bnuua 2. KnuHuyeckue nposBneHuns, yKasbiBaowue

Ha npoApoManbHylo ctaguvio 6onesHu teney Jlesun

PaHHMe cumnTombl (5-15 net oo gemeHuun)

. [mnocmua

. PacctpoiictBo noBegeHNa BO CHe C ObICTPbIMU ABU-
XKeHuAamn rnas

+  3anopol

. MocTypanbHOe ronoBOKpY»KeHne

. HapylieHne moyencnyckaHma

. [wnepcannsauna

. luneprugpos

MpomeXyToUHble CUMMATOMbI

. Jenvpui: cnpoBOLMPOBAHHbIN MK CMOHTAHHbIN

. [Jlenpeccua nosgHero Bo3pacTa

bonee nosgHne cumnTombl

. KorHuTuBHbIE HapylleHnA (YMepeHHble KOTHUTUBHbIE
HapyLleHNA HeaMHeCTUYeCKoro Tmna)

. 3puvTenbHble ranniounHaumm, Win3nm

. MapKNHCOHN3M

Jleuenmne

K coxaneHnmio, B HacTosllee BpeMsA MBI He pac-
[o7IaraeM CpefCTBaMy, CIOCOOHBIMY TIPMOCTAHOBUTD
VU XOTS1 OBl 3aMeIIUTh PAacIpOCTpaHeHNne AeTeHepa-
tuBHoOro nponecca npu HTJI. IlepcnekTnBHOM mpen-
CTaBIIsIeTCsS pa3paboTKa IpemaparoB, NpeXpe Bce-
0, MIMMYHOIIPENapaToB, KOTOpble MOITIM ObI TOPMO-
3UTh arperanuio anbda-CUHYKIeNHa UK PaCTBOPSATH
yxe obpasoBaBuyecs: arperatbl [11]. IToreHimans-
Ho mnonesubivMu npu JTJI moryT 6bITB Taroke cpep-
CTBa, TOPMO3IIye IPOLecchl alloNTO3a, BOCIAIeHNS,
O7MOKMpYIoLIVe CMHTETa3y OKCHAA a30Ta, TOKCUYECKOe
meyicTBUe M3ObITKA INTyTaMaTa, MHCYIMHOPE3UCTEHT-
HOCTb.

CerofHsIIHNMe TTOAXOIbI K IEUEHNIO 3aK/TI0YaI0TCS
B BO3JIEIICTBUI He CTOJIBKO HA MATOreHe3 3aboseBa-
HIUsSI, CKOJIPKO Ha IaTOTeHe3 ero CUMIITOMOB. B cBs-
311 C 3TUM, IUVIAaHUPYH JIedeHe, peX/e Bcero, Heoob-
XOIMMO IIPaBU/IBHO BBIOPATh «Te€pareBTUUECKIE M-
[IEHM», B HAMOOJbIIEN CTEINEHN BIMSAIONINE Ha Ts-
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XKeCTb COCTOAHMA TAIMEHTa —3TO MOTYT OBITb KOT-
HUTUBHbIE, addeKTUBHBIE, NCUXOTHYECKNE, JBUTA-
Te/IbHbIE, BET€TaTUBHBIE I NPyTUE paccTpoyicTBa. He
MeHee Ba)KHO aJleKBaTHO OLIeHMBATh IIOTy4aeMblil pe-
3ynbTaT. JnnMTenbHOe HasHavyeHMe /T00ro Ipenapa-
Ta BO3MOXKHO JIMIIb IIOC/Ie TOTO, KaK Bpad ybemuTcs,
4TO OH OKasbIBaeT ne4eOHbIN addexrt [4].

BaxHoe 3HaueHMe MMEIOT HeMelMKaMEeHTO3HbIe
MepONPUATHA — Pa3bsACHEHNE CyTH 3a00/eBaHNA Ia-
IIIeHTaM ¥ 0COOEHHO UX OMM3KUM, UX NCUXOIOTMYe-
cKas HOfJiepXKKa, oOydeHMe IpyueMaM yXofia 3a Ia-
IIVIEHTOM, aJleKBaTHOMY PearMpOBaHUIO Ha €ro M3Me-
HeHHOe IIOBefleHNue, CIoco6aM HOpMaaM3alyM CHa,
BBIPa0OTKa afeKBATHBIX OXKUAHUII OT MPOBOJMMOIL
Tepanuy, YMEHUsA YIOBUTDb [jaKe MUHUMAJbHBIE TIO-
TIOKUTE/IbHbIE V3MEeHEHM:.

dapmakoTepanys [ODKHA OBITb KpaiiHe OCTO-
POKHOII ¥ B3BELIEHHON — OO/bHBIE MCKIIOUUTEIb-
HO YYBCTBUTEIBHBI K Pas3IMYHBIM (apMaKoIOrude-
CKMM CpPe[CTBaM: Ha3HayeHMe Ipelapara IO IOBORY
OfIHOTO CHMHJIPOMa MOXXET BBI3BaTb yCYTyO/IeHNe ApY-
roro cuHzipoMa. CroKHbIe HEMIPOXMMIYECKIe KOIN-
sun npu JTJI npuBOAAT K TOMY, YTO ObIBaeT TPYH-
HO OCTTa0UTh CHMIITOMBI IIaPKMHCOHNM3MA, He YCUIIN-
Bas IICUXMYECKME U ITPEeXHAe BCEro ICUXOTUYECKMe
PaccTpoiicTBa, ¥ HA0OOPOT, KOPPUIUPOBATH IICUXU-
YecKMe HapylleHMs, He BbI3bIBasg YXy[LIEHUs JBUTa-
TENIbHBIX (PYHKIMIL.

BakHeiimmit GpakTop pasBUTVA KOTHUTUBHBIX Ha-
PYLIEHMII — fleTreHepanys HeJIpOHOB 6a3aIbHOrO Afpa
MeriHepTa ¢ yTpaTOil XONMHEPIMYIECKUX NMPOEKIIT B
KOpPY ¥ I'MIIOKaMII. XONMVHepIrudecKuit fepuyT mpu
OTJI BelpakeH B Oofblileil cTermeHu, deM Ipu BA
(KOMMYIeCTBO KPYIHBIX XONMHEPIUYECKUX HEVPOHOB
B 0OasajpHOM siipe MeliHepTa CHIDKeHO Ha 75-80%,
torza Kak npu BA — npumepHo Ha 50%) [20, 30]. Bo-
nee toro, npu JTJI cTpagaroT Takke Me3ONMOHTHHHbIE
XOJIMHePIUYecKyie HeIIPOHBI, GYHKLUSA KOTOPBIX CBSI-
3aHa ¢ obeclieyeHneM LMKIA «COH-OOOPCTBOBaHIMEY,
HOCTYPAIbHOI YCTONYMBOCTU U XO#bOBI. B Hacros-
lee BpeMs MHIMOUTOPHI XOMMHACTEPA3bl ABIAIOTCH
OCHOBHOI1 rpymmoii npemnaparos ana nedenusa ITJIL.
[TonoxxutenbHblil 3¢ (eKT MHIUOUTOPOB XOMUHICTE-
pasbl Ha KOTHUTUBHBIE I HEMPOICHMXATpUIeCcK1e Ha-
pYLIeHNUA IOKasaH B IENIOM PAfsA KIMHUYECKMX JIC-
cnepoBanmit [20]. Haubonee xopouro npu ITJI nc-
cinefoBaHa 3¢ PeKTUBHOCTD PUBACTUTMIUHA.

B 2 mmane60 — KOHTPOMMpPYeMBIX MCCIe[OBaHNAX
IIOKa3aHO, YTO IpPUEM PUBACTUIMUHA MOXXET YMEHb-
IIaTh BBIPAKEHHOCTb KOTHUTUBHBIX U IICUXOTHYE-
ckyx Hapyumenmit y 6onbHbix OTJI. Haubonee gert-
KO YIy4IIajaych BHUMaHNMe M pedeBas aKTUBHOCTD
[25]. TIourn y 80% mamMeHTOB IPOM3OLITIO YMEHb-
IIeHN)e BbIPAXEHHOCTM 3PUTENbHBIX TallTIolyHa-
umit. OTMe4eHO TaKXKe yMEHbIEHMe JHEBHOW COH-
TIMBOCTH, arpecCuit, TPeBOTH, yIy4llleHe TI0BCeJHeB-
HOJl aKTMBHOCTM, PacCTpOJICTBa IOBEJEHNSA BO CHE
¢ ObICTpBIMM [iBIDKeHUAMM Ia3. COMOCTaBUMbIE pe-
3y/IbTaThl, HO B MeHee MacIITaOHBIX MCCIefOBaHUAX,
ObUIM TOTy4YeHbl B OTHOLIEHUY JJOHENe3M/Ia U rajlaH-
tammHa (3, 14, 29]. Ilo6ounble addekTs OTMEUAOT-
Csl y 4eTBEPTU IALMEHTOB, IPVHUMABIINX VHIUOM-
TOPBbl XO/IMHSCTepasbl (4allle BCEro TOIIHOTA, AMa-

pest, Opanykapaus, Bo30y>XaeHme), HO, KaK IpaBuIo,
OHU He TpebyloT oTMeHbI Npemapara. OTMe4eHO He-
CKOJIBKO Ka3yMCTUYECKUX C/Iy4aeB YXVOUIEHUS CUM-
IITOMOB NapKMHCOHM3MA, KaK IIPaBUIIO, Y OOIBHBIX C
MOTOPHBIMYU (PIYKTYalUAMY, IPUHVMAIOLIVMY OTHO-
cuTenbHO Gornblune [O3bl mpemaparoB neBoponsl. C
APYroil CTOPOHBI, eCTh OOHaJEeXMBAOIIYE NaHHBIE O
CIOCOOHOCTY MHIMOUTOPOB XOMMHACTEPA3hI CHIKATD
puck nagenuit y 6ompubix BII ¢ gemeHIeii, Ho oHu
HY)XJAIOTCsSI B ITONOTHUTENIBHON IIpoBepke. VIHruom-
TOPBI XO/MMHACTEepasbl claefyeT HasHadath mpm [ITJI
Ha KaKk MOXXHO 0oree paHHell crtapmy 3abormeBaHus,
TaK KaK 9TO MOXKeT 00eCIednTb MaKCHMaIbHbI TOTI-
TOCPOYHBIT CTaOMIUSNPYIOMwuil 3¢ eKT.

[To HauIMM JaHHBIM peakLysa Ha MHTMOUTOPBL XO-
JIMHACTepaspl BbIllEe y IMAIMEHTOB CO 3PUTETbHBIMU
T/UTIOLVHALVAMY, BbID@KEHHBIMU BeTeTaTMBHBIMU
HapyuleHusAMy, 60/iee BBICOKMMY IIOKasaTesIMM Ia-
MSATH, TO €CThb IIPY MeHbIlell BBIPAKEHHOCTY allb-
L[Te/IMEPOBCKMX M3MEHeHMiT. DTOT BBIBOZ OBLI IOJ-
TBEp)KJeH M JaHHBIMU HelpoBU3yanusauyn: apdext
MHTUOUTOPOB OKas3aucs HibKe mpu 6ojee BBIpaXKeH-
HOV aTpoduy TuIIOKaMma u 6osee 3HAYMTENBHOM
oTnoXXeHum ammaonga mo ga"HubiM 19T ¢ PiB.

AnprepHaTMBOI  MHIMOMTOpaM  XOJIMHACTe-
pasbl  MOXeT OBITb  MOAYIATOP  ITTyTaMaTHBIX
NMDA-penentopoB MeMaHTUH. B n#Byx Iwtane6o-
KOHTPO/IMPYEMBIX ¥ HECKOIBKMX OTKPBITBIX MCCTIE0-
BaHIAX [IOKA3aHO, YTO IIpenapaT CyLIeCTBEHHO OCIa-
0715171 BBIPQ)KEHHOCTh HEMPOIICUXMATPUYECKUX U TI0-
BEJEHYECKMX HAPYIIEHUN, XOTS B MEHbUIEN CTEICHU
B/IVsI/I HA COOCTBEHHO KOTHUTMBHBIe HapyueHus. [To
HEKOTOPBIM [IaHHBIM, MEMaHTVH YMeHbIIaeT BbIpa-
KEHHOCTb (PIyKTyaumii, CIIocoO6CTByeT HOpMasysa-
LMY CHa U 0CabeHno opodanyaabHO AUCKIHE3NN
[6, 15]. Ha cTagumu cpeqHeTsDKENON U TSDKENO Iep-
CIIEKTMBHA KOMOWHAIMs MEMaHTMHA ¥ MHIUOMTOpa
XOJIMHACTEPa3bl — He TONBKO C TOUKM 3peHnst apdek-
TUBHOCTH, HO U C TOYKM 3peHus 6e3omacHoCcTu. Y ma-
L[MEHTOB, IPUHMMABIINX KOMOMHALIMIO JIBYX IIperna-
paroB, OTMEYEHO MeHblllee YMC/IO0 XOMUHEPIMYecKUX
m0604HbIX 3(eKTOB, CBONCTBEHHBIX MHTUOMTOPAM
XOJIMHACTEPa3bl, 0COOEHHO CBA3aHHBIX C AUCHYHKIIN-
eil XKeNTyLOYHO-KUIIEYHOTO TPAKTa.

Jna xoppekuym NCUXOTUMYECKUX HapYIIEeHUI MO-
TYT IPUMEHATHCS Majble JO3bl KJIO3alMHa MU KBe-
THUAIMHA, KOTOPble OTHOCUTETIBHO 0e30IacHbI ¥ 60/1b-
upix JTJI. Ilpy npumeHeHMM JAPYTMX ATUIMYHBIX
aHTUIICUXOTUKOB PUCK YXYALIEHVS JIBUTATe/IbHBIX
GYHKUMIT CyLlecTBeHHO Bbiule. [JaHHbIe 00 aHTHUII-
CMXOTMYECKOJ aKTMBHOCTY MMMaBaHCEpPUHA, SIBIISIO-
LIerOCsI CENIEKTUBHBIM 00paTHBIM aroHucToM 5HT2A-
peuentopos, npu BII u JTJI npotuBopeunssl. [1pu
Jempeccuy Tpemaparbl BbIOOpa — aHTHUJIENIPECCaH-
TBI, HE OKa3bIBAIOLIVIEe XOMMHOMIUTIYIECKOTO HeiCTBIS
(HampuMep, LUTANONpaM, CepTPaNInH Wi BeHnadak-
cuH). JIna jedeHUsA NMapKMHCOHM3MA Y IAIMEHTOB C
ITJI B mepByio odepenpb CIefyeT MCIONb30BATD IIpe-
maparsl JIeBOJOIBI, 00/Iafamie HauboNbIINM [IPO-
TUBOMAPKMHCOHNYeCKUM 3ddeKToM M mpu 3TOM B
MeHbLIe]l CTeleHM, 4eM APYyrue CpPefcTBa, CIoco6-
Hble NIPOBOLMPOBATh IICUXOTHYECKMEe HapylleHust. Y
OOBIUIMHCTBA OOJBHBIX [[03a JIEBOHOIBI KOIebmer-
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cs B guamasoHe oT 200 go 600 mr/cyt. VMHorma mosy
JIeBOJOIbI YAAETCs MORHATb A0 9 deKTUBHOM MMULIb
C IOMOIIBI0 KOPPEKTOPOB, B PO KOTOPBIX MOIYT
BBICTYIAaTh MHIMOUTOPLI XOMMHACTEpPasbl, aTUINY-
Hble HeJpPONeNTUKY, (PIyIpOKOPTU3OH ¥ [OMIIEpU-
moH (6/OKMpYIole apTepyuaNbHYI0 TUMIIOTEH3N0). Y
OOJIBHBIX C 3aCTBIBAHUAMM IIPU XOibOe MHOrma ad-
¢dekruBen unrubutrop MAO B pasarunu, KOTOpHIiL,
10 JJAHHBIM MPOBEIEHHOTO HaMM HEOOJIBIIOTO UCCIe-
moBaHMs, oTHOCKUTeNnbHO Gesomacen mpu HOTJI u He
[OBBILIAET PUCK ICUXOTUYECKMX HAPYIIEHMIL.

BakHoe 3HaueHMe B IOBBILIEHMM KadecTBa >KIU3-
HU OOJbHBIX MMEET KOPPEKIMS OPTOCTATHYECKON
TUIOTEH3MY, KOTOPas MOXXET MPOBOAUTHCSA C IIOMO-
b0 GAYIPOKOPTM30HA, MULOAPIHA, AaTOMOKCETIHA,
a TakXKe psifia HeMeMKaMEHTO3HbIX IPUEMOB, B YaCT-
HOCTM, [JOCTATOYHOrO HoTpebneHus >xmpkoctu. He-
IZaBHO ITOKa3aH HOMOXUTENbHbI 3¢ (deKT B OTHOLIE-
HUM TUIIOTEH3UU IIOC/IE IpUeMa IUIIM, KOTopas dva-
CTO CONPOBOXKHAETCSI MOIIONHNUTENIBHBIM YXY/IIEH -
€M KOTHUTMBHBIX (QYHKLMII, MHTUMOMTOpA [VIIENTH-
munnentupasei-4 (DDP-4) curarmunrusa.
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