HelpoOKOrHUTHBHBIC PACCTPOUCTBA B IMOKUJIOM U
CTapYeCKOM BO3pacre

JTPYTUE JEMEHIIUU

AHaploweHKo Anmca BhagumupoBHa, Bpay-ncMxmaTp, AOKTOP MeANLUHCKUX HayK,
npodeccop Kadeapbl NCUXUUECKOE 340POBbE U KAINHMYECKaA NcnxuaTtpua dakynbreTa
ncuxonornn MUY, pykosoautenb otaena NCUXUYECKUX PAcCTPOMUCTB Npu
HeupoaereHepaTUBHbIX 3aboneBaHuax ronosHoro mosra HKUL FbY3 «IMKB Nel A3M»



NNOBHO-BUCOYHAA AEMEHUMA (N1BA)

OTHOCUTCA K GOKaNbHOM KOPTUKANbHOM AereHepaLuun c noparKeHmem I06HbIX U BUCOYHbIX aonen M
pPa3BMBAETCA B NpeceHnIbHOM Bo3pacTe - 45-65 net (cpegHuin Bo3pact 54-57 ner)

B K/IMHMYECKOWN KapTUHE CTPEMUTENIbHO NPOrpeccupyolme TMYHOCTHbIE, MOBEAEHYECKUE, peYeBbIe U
ABUraTenbHble (HEBPONOTrMYECKNE) HapyLLeHUs

1892 r.: npaxckmnin npodeccop, ncuxmatp, HeBposior ApHonba MUK Bnepsble onncan oaHy us ¢opm JIBA -
cnaboymue c Taxkenon adasunen (nauymeHTbl ABryct X., AHHa X. n AHHa [.) (F02.0 no MKB-10)

1911 r.: A. Anburenmep onucan Hempomopdonoruna /1B, bannoHoobpasHbie KneTku MNnKa n untonnasmatmyeckme
Tenbua NnKa Bo BCcex cnosax npedpoHTaIbHOM KOpbl U NepeaHeMe[MaNbHbIX OTAE/1aX BUCOYHOW KOpbI

L >
. B
.
MOP®OJIOTHS - -
*HelipoHanbHas # @ :
CTIOHTHO(OPMHAS 2 £ e
Newronal cyloplsmic incusons lICFCHepa]_[mI ‘}’ - . o
e Y gid ad i Y - .
o %2 Tasy o Imios “‘ .
o iy, AL 0 '. 5 . » ' 4 .
,"p",'. "\" ."a,‘;.; *BHyTpH - 1 ' D’ S
i oY MEXKHEHpOHATbHBIE S s % : L 3
v 1 ¢ . BKIOYCHNT C CONCPKAHHEM .~ -
5y o
oy i yOMKBHTHHA H Tay-TIPOTEHHA - f‘e 5
il 8 - %
e *[IpenmymecTBeHHO 2 ’

TOOHBIE X BUCOYHBIE OTAEIBI "=
TOJIOBHOTO MO3Ta.




JIOOHO-BUCOUHAS JIEMEHIIUS

JlooHo-6ucounasn 0eMeHuu
(J/IB/]) — HEMpOaETEeHEPATUBHOE

PACCTPOKMCTBO,
XapAKTEPUBYIOIIEECS
MIOpaKECHUEM JTOOHBIX )|
BHUCOYHBIX JIOJIEM  TOJIOBHOIO
MO3Ta U IIPOSIBISIONICECS B BUJIC
Pa3IUYHBIX bopMm C

JTOMHAHUPOBAHUEM JIUYHOCTHBIX,
MMOBEACHYECKUX, PEYEBBIX U
JIBUTATEbHBIX HAPYIIIEHUN

['enernyeckue u mopdonornueckue tumbl JIBJl pa3znuyHer:
3TO MOXKET OBITh M OTIIOKeHHE Oenka Tay (4S u 3S popmer),
u JIHK-cBsa3biBatomero mnporeunHa [ DP-43,
FUS, 4u4ro o0OBsCHSIET
KJIMHUYECKYIO re€TepOoreHHoCcThb JIB/I.

OEJIKOB

IPOTpaHyJIiHA U IIUPOKYIO

YuuThiBasg, 4TO OJHM W T XK€ NATOMOP()OIOTHIECCKHE
M3MEHEHHUSI MOTYT JIe)KaTh B OCHOBE Pa3BUTHS Pa3IUYHBIX
HEBPOJIOTHUYECKHUX 3a00JIeBaHUIM (Tak,
runepdochopunrpoBanue Tayoeaka MOKET ObITh MPUIMHOMN
JIB/I, nporpeccupyromiero HaabsiaepHoro napaiuya (ITHIT)
cuapoma (KbC)),

(beHOTHUIIBI MOTYT MEXIY COO0M «IEPEKPHIBATHCS», 00pasys

U KOPTHUKOOA3aJIbHOIO pa3IMYHbIe

KOMIUIEKCHBIM ~ KJIMHUYECKUHM  CHUHAPOM, BKIIFOYAOIIHAM

OJICMCHTHI PA3JIMYHBIX ITATOJOIMYCCKHUX COCTOSIHUH.




NemeHuusa npu 6one3Hun lNuka

(no6HO-BUCOYHAA AeMeHUUsA, NceBaonapannTUYeCcKMm BapuaHT aeMeHuun)

MKB-10: nporpeccupyrowian gemeHuUUa; npesasinpoBaHue N106HO cumnTomaTukm ¢ audpopuei, rpybbim coumanbHbIMm
noseaeHnem, NMbo anatneu, AMb60 6€CNOKONHbIM COCTOAHUEM; YTO NPEALIECTBYET OTYET/IMBbIM HapyLUeHUEM NAMATHU.
JlobHble cumnToMbl 6021€€ BbiparKeHbl, YeM BUCOYHbIE U TeMEHHbIe, B OTInuMue oT 6onesHn Anbureiimepa.

Hauano B cpegHem Bo3pacTe (50-60 net), meaneHHO HapacTaloLWMe U3MEHEHUA XapaKTepa U CoOLMaZibHOE CHUXKEHUE U
nocneaylowme UHTENNIEKTYa/IbHble HapyLUEHUA, ONepeXKaloLmue CHUXKeHUe NamaATH, ¢ anatueir, andopueii u uHorga IMC.

HeWpopgereHepauua npeMmyLLecTBeHHO 06HbIX U BUCOUYHDbIX aoneir FM.

MpeobnagaHue B KAMHUYECKOWN KapTUHE HapYyLUEHUIA MbILUEHUA: pe3Koe CHUXXeHUe YpoBHA 0606LeHuiA,
HeCcnocobHOCTb OCMbICIUTb U3MEHEHUE XKU3HEHHOMW CUTYaL UMK, YTO U onpeaenseT Ae30PUEHTUPOBKY, He CTONIbKO BO
BpeMmMeHU, CKOJIbKO B 06cTaHOBKe.

PaccTpoicTBa NamATU HUKOTrAa He 0POPMAAKOTCA CTPYKTYPHO B €4UHbIA CUMNTOMOKOMMN1IEKC. OHM OTCTAlOT OT
HapyLWeHUN MblLW/IEHNA, BTOPUYHbI — 3aBUCAT OT HapyLUeHUA n3bupatesibHOCTU NCUXMUYECKUX NPOLLECCOB, TPYAHOCTH
nepeKkAYeHUA, MUHEPTHOCTU, B pe3yNbTaTe CHUXKEHUA aKTUBHOTO BHUMAHUA, HEYCTOMUYMBOCTU €ro KOHUEHTPALUU U
HecnocobHOCTU K CMHTE3Y BNeYaTIeHUMN.

PeayunpoBaHHaa OpMEeHTUPOBKA U3-3a c1abocTn nobyKaeHnit u HapyweHua usbuparenbHoctu. Het KoH$pabynauu nam
OHU MHOMU NpupoAbl — abcypaHble BbiICKa3biBaHUA.

Mpu npenmyiectBeHOM NopaXkeHnn 6aszanbHOM N106HOI KOpbl — NceBAONAPaAUTUHECKAA KapTUHA N106HOro cuHapoma
(pacTopmorkeHHOCTb BieYEeHMIA U NOCTYNKOB, MOpPaJibHOe orpybeHune, yTpaTta YyBCTBa CTbiAa U TAKTa).

an KOHBEKBUTA/IbHOM NNOKa/1nsaunmn anOd)MM NOBHDbIX p,O.l'IEﬁ — AB/1IeHUA aCNOHTAHHOCTM.

BbiCOKasa YacToTa CTepeoTUNuii: Nanaunanumn, 3Xonanmm, croaume oboportol. MIMA: nanmnanua, 3301anua, MyTU3M,
amumus (Ajuriaguerra & Hecaen, 1960)



bone3Hb [luka: AaMHamMmukKa

Nepsasa (MHMUKMaNbHaAA) cTaguA:

I'IpeoGna,qarm HapyweHUa akKtTuBHoro sHMMmaHuA, perynauumm HaﬂpaBl'IEHHOVI AeATe/IbHOCTU U npoueccCa
aHanu3a U cMHTe3a. bonbHble He ycBanMBaOT HOBOE, HEe MOTYT aAanNTUPOBATbCA K HOBOM cnutyauum,
06Hapy)'KVIBaﬂ noa4vyac HeoXXngaHHble, HeymecCTHble BbiCKa3blIBAHUA U AEFICTBVIH, noa4vyac NpocCTto raynbie
NOCTYNKMH, Bbinagarouine mn3 KOHTEeKCTa CUTyallnun.

3aTpyAHeHa ueneHanpas/ieHHan AeaTeNlbHOCTb, NocneaoBaTe/ibHOe UCMOIHEHME pAaa onepauvi.
YTpaumBaeTtca uHTepec K pabore n noscegHeBHbIM Agenam.

PurngHocTb, 3acTpeBaHue Ha gomuHupylowem adpdeKkre u notpebHocTw.

Mpu nceBgonapannTUYECKOM BapMaAHTE - PaHO NPOABAAETCA PACTOPMOXKEHHOCTb BIeHEHUN, YTPATa TAKT],
AaMOPaANIbHOCTb, YTPAaTa KPUTUKU K CBOEMY NOBEAEHMUIO.

BTopaAa cragua:

ToTtanbHoe cnaboymue c yTpaTtoit CNOCO6GHOCTU aHaNAM3a U CUHTE3a, OTCYTCTBUEM U3bupaTenbHOCTU U
Hanpas/IeHHOCTU NCUXMUYECKUX NPOLLECCOB, NPUCOegUHEHUEM AEUCTBUTENIbHOU rpyboin amHesum,
BO36yXaeHuem.

HapyweHue peun: unm nageHue peuesoi aKTUBHOCTU, UIN CTEPEOTUNUM C YTPATOI CMbIC/1a BbICKa3biBaHUA
(napadaTnuecku uckaxkeHHble ctoauue 060poTbl, NaAKUNANUA, IXONANNA)

ﬂ,ﬂMTeanaﬂ COXPaHHOCTb cnocobHOCTU YUTaTb 6€3 NOHUMAHUA CMbICAa.
OTcyTCcTBME MM He3HaUYUTE/IbHAA BbIPaXKEeHHOCTb KOHCTPYKTUBHOM anpaKkcum
TpeTbAa cTapua:

ToTtanbHoe CI'IaGOVMVIEZ NOJHbIN pacnag NnCUXmKU Ha ¢0|-|e TéNneCHOro mapasma.

HecmoTpsa Ha pacTOPMOXXEHHOCTb B/IeYeHUIA, B TOM YUC/Ie NPOXKOPAMUBOCTb, BEC Te/la 60bHbIX HEYK/IOHHO CHUMXKAeTCA U HacTynaeT
KaxeKcua. Mpu aTom HeT comaTuueckmux 3abonesaHui.



RIAVHWNRKO-b -CRKAA KJ1A I/ICDI/IK,?\LLI/IFIHBLL

PeueBoii BapuaHT/ F_-_J

HOBeAqueCKMﬁ nepBMqu ' 4
BapuaHT nporpeccupyioLLasn Se® =
(NOB) adasusa (MNA)
ArpammaTtideckas . CHuzkeHmne TeMIIa pedu
= ArrpamMatrmu3mbl
dopma P
A. HapyweHune 1M4HOCTU, HOPM COLMANBbHOTIO - gapa‘l’Pm"
noseAeHusa, acoLmnarbHOCTb, ) M‘;‘,’rf;;;“‘a“"“a" Atpate
PaCTOPMOXEHHOCTb UMNYNTbCUBHOCTb
EEM  CemaHTuueckas = HapyumeHue NOHUMAHHUS CJIOB
b. UHepTHOCTb, H6e3aeAaTenbHOCTb, anaTuA adasus Py y
=  3aMeHa/HeNIOHUMAHHE CJIOB U3 OJHOM
B. OTCVTCTBMe IMMNaTnn, aMoumnOHaibHOE CEeMAHTHYECKOM KaTeropuu
YNIOLEHUE, rpy6oc'|'b JNloroneHunyeckKas
dopma =  (OOenHeHMe peuH, AHOMHUS
[ PI/ITyaI'I bHOE€, KOMNYy/Z1bCUBHOE nNoBeaeHme (HapylIeHne HA3bIBAHMS CJI0B)
[. TnnepopanbHOCTb, Bynumua, nsmeHeHmne MPH COXPAHHOCTH GEr10CTH petiH

MULLEBbIX MPUCTPACTUN



MHCTpyMeHTaibHasA AMarHOCTUKA
NOOHO-BMCOYHOW AEeMEHL NN

BblparkeHHaa aTpodua NOOHbLIX U / A nepeaHnx oTAe 0B
BMUCOYHbIX 4OEN




* TUNOMETABOJIN3M MPU J1IB/,
e IAT-ANOPEPEHUMALIMA PEHEBOIO
BAPUAHTA /1B,

Arpammatunyeckaa popma [MIMA

CemaHTn4yeckasa ¢opma MMA

JloroneHun4yeckaa ¢popma MMA
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[OCTOBEPHbIN ANATHO3 IOBHO-BUCOYHOM AEMEHL MU

KPUTEPUN ®OKA/TbHON HEMPOAETEHEPALIMW, OCOBEHHOCTW PA3BUTUA

3ABOJIEBAHUA, AEMEHUNN
(OBCNEAOBAHWUE: TEPUATP, MCUXWUATP, HEBPOJ10T, MCUXONOTI, PAAMOJION)

+ \
KNMHUYECKMI BAPUAHT NOBEHO-BUCOYHOW AEMEHUNU
N XAPAKTEPHbI HEMPONCUXONTOTMYECKN NPODUNb

* 4
HEMPOBU3YA/IN3ALIMOHOE NOATBEPXAEHMUE:
ATPO®UA TOEHbIX M BUCOYHbIX AOIEN TM

+

TEHETUYECKOE NOATBEPKAEHME (EMOMAPKEPDI)

¥

+

TMCTONOTMMYECKOE NOATBEPHKAEHWNE



MEXXOYHAPOOHbIE KOHCEHCYCHbIE KPUTEPUU NOBEOEHYECKOW ®OPMbI NBA (2011 r.)
1. KAiMHUMKa Jo/MKHA OTparkaTb TeYeHMe HelpoaereHepaTUMBHOrO 3a601eBaHUA U XapaKTepusyeTca NPorpeccupylowmm
HapyweHuem noBeaeHua U/ unm yxyaleHmem KOrHUTUBHbIX GYHKLMA N0 CPaBHEHUIO C NPeALIEecTBYIOLUM YPOBHEM.
2. KnMHuuecKkana KapTuHa 3a60/1eBaHMA 40/1KHA XapaKTepU30BaTbCA KaK MMHMMYM Tpemsa 13 6 npusHakos (A—E):

A. PaHHAA pacTOPMOXEHHOCTb NoBeaeHuA - 1 n > n3s cneayrowmx CUMNTOMOB:

A.1. CoumanbHO HeymecCcTHOe noseaeHue

A.2. YTpaTa maHep UM BHeELUHero npuanyma

A.3. UmnynbcuBHbIe, He06AyMaHHbIEe UM HenpeayCMOTPUTE/IbHbIE NOCTYMNKMU

b. PaHHee noaBaeHue 1-ro u3 cnegyrowmx CUMNTOMOB:

b.1. Anatua

b.2. UHepTHOCTDb

B. PaHHAA noTtepa amnaTtuum B BUAe 1 n > U3 cneayrowmx CMMNTOMOB:

B.1. Hu3Kaa 0T3bIBYUNBOCTb HA NOTPEOBHOCTM M YYBCTBA APYrUX Nt0AEeN

B.2. Cy)XeHue couumanbHbIX MHTEPECOB, YMEeHbLUeHUe B3auM0O3aBUCMMOCTU MU CepAEeYHOCTU
I. PaHHee nepceBepaTMBHOE, KOMNY/bCUBHOE/pUTyanbHoe nosBegeHue- 1 u > U3 chepyowmx CUMNTOMOB:
I.1. MpocTbie noBTOpAOWMECA ABUKEHUA

I.2. ChoxxHOe KOMNY/bCUBHOE UK PUTYa/ZIbHOE NoBeaeHue

I.3. Peuesble cTepeoTunsbl

A. lMnepopanbHOCTb U USMEHEHUA NULLEBOro noseaeHus - 1 n > n3s cheayrowmx CUMNTOMOB:
A.1. 3meHeHHble nuLeBble NPUCTpPacTmA

A.2. NepeeaaHue, upeamepHoe notpebaeHne ankorona nnm tabakokypeHue

A.3. OpanbHoe ucnonb3oBaHue U ynotpebneHmne Hecbeao0bHbIX 06bEKTOB

. Hemponcuxonornuecknia npodpuns:

E.1. Aedunumt ynpasnaowmx GyHKLUN

E.2. OTHOCUTENIbHAA COXPAaHHOCTb 3NN304MYECKON NaMATH

F3 OTHOCUTeNbLHAd COXDAHHOCTh 2DUTENBLHO-NMDOCTDAHCTREHHBLIX AVHKLIUA




CBOP AHAMHE3A

* Y naymeHTtos c [1OB JIB/l cbop aHamHe3a 1 *Kanob moXKeT ObITb 3aTPYAHEH -
pPEKOMEHAYETCA NPOBOAUTb PACCNPOC POACTBEHHUKOB O HapyLLUEeHUAX
noBeAeHUsa U peakumnim: MMNYAbCUBHOCTb, OTCYTCTBME IMNATUMN,
PACTOPMOKEHHOCTb, OTCYTCTBUE ANCTAHLUMNN, COLUNANBHO HEQAEKBATHOE
noBeAeHmne, CKJIOHHOCTb K NepceBepaumam, «3ae3*KeHHOW NNaCTUHKEY,
OTCYTCTBUE KPUTUKU K U3MEHEHUIO NOBEAEHUA

* Mpu NMNA NBA nauneHT 6bonee KpUTUYEH K AePeKTy, MOXKeT NpeabaBaATb
¥an06bl Ha HapyLeHMe NaMATU, TPYAHOCTM peydn - B noabope caoBs u np.
[na Toro, 4ytobbl OLLEHUTb Pa3/INdYHbIE acNeKTbl peun peKkomeHayeTca
CTPYKTYpupoBaTb beceay n BbiCTpanBaTb ee B TaKon ¢opme gmnanora, rae
BO3MOHbl pa3BepHYyTble OTBETbl, UCNO/Ib30BaTb C/I0XKHbIE rpammaTUyecKkme
KOHCTPYKUMNU

YposeHb ybeoumenbHocmu pekomeHoayuli — B (yposeHb docmosepHocmu 0oKazamesnbcme — 2



ReEVIPOTTCUXOJIOT MSECRAW TTPODW b /1B
Hannumne nobHon aemeHunm: batapesa nobHon agnchyHKuUmm <11 6annos

B JaHHOM TECTUPOBAHUN OLLEHUBAIOTCA :

* 1. KoHyenmyanu3ayus (06obweHue)

e 2. be2anocmeo peyu (cnoeapHsii 3anac)

e 3. luHamu4yecKuu npakcuc (npoz2pammuposaHue)
* 4. [lpocmas peakyusa svibopa

5. YcnoxcHeHHaa peakyusa soibopa

* 6. UccnedosaHuUe xaamamesnbHbIx pegrieKcoas

» Ho obwunimm 6ann MMSE morKeT ocTaBaTbCsl HAa BbICOKOM YPOBHe!

COXPaHHOCTb Ha Haya/bHbIX 3Tanax « UHCTPYMEHTaNbHbIX» PYHKLUUA UHTEN/IEKTa
(3nmM30amMyecKan NnamsaTb, 3aNOMUHAHME, PENPOAYKLUNA, BHUMAHUE, 3pUTE/IbHO-
NPOCTPAHCTBEHHOE OPUEHTUPOBAHME)



JlabopaTopHasa AMArHOCTUKA

* BbiaBNneHUe 6MoMapKepoB B KPOBU N INKBOPE, NO3BONAIOLLLEE NOATBEPAUTD
natoreHeTUYecKme npuYnHbl passutua JIB[ (ypoBeHb Tay-npoTenHa,
BOCMAa/IMTENbHbIX LUTOKMHOB, aMUI0OUAA), OAHAKO AaHHbIe UCCeJ0BaHNA He
PEKOMEHA0BaHbl ANA PYTUHHOM AMArHOCTUKMU, B BUAY HU3KOMN YYBCTBUTE/IbHOCTH
n cneunduvHoctm ana 1B,

YposeHb ybedumenbHocmu pekomeHoayul — A (yposeHb 0ocmosepHocmu
0oKazamesnoscms — 1

* HanpaBneHa Ha UCKAOYEHUe NoBeAeHYECKMX N PeYEBbIX PACCTPOMUCTB, He
CBA3aHHbIX C HepoaereHepaTMBHbIMU 3aboneBaHUAMU: MeTabonYeCcKnx
HapyweHur (rmnotnpeosa, gedpunumnta ButTammHa B12, donnesomn KNcnoThbl),
HenpouHdbekumn (BUY, cudmnnnca, renatntos, boppennosa), ayTOMMMYHHbIX
3ab60oneBaHUM (ayTOMMMYHHbIX 3HUedanonaTnn)



* [TaymeHTam c NprU3HaKamm noparkeHma nepmdepuyeckMx MOTOHEMPOHOB
No JaHHbIM HEBPONOITMYECKOro 0OCMOTPA ANA YTOYHEHUS BblParKEHHOCTU
X ANCPYHKLUNN pEKOMEHAYETCA NpoBeaeHmne nronbdatomn MM
(anekTpommorpadum)

YposeHb ybedumennHocmu nekomeHoauuii — C (vnogeHb docmoaenHocmu dokazamennscma — 4)

Amyotrophic Lateral Sclerosis (ALS)

ALS

. -
W ”
.
T
) .

Neurodegeneration




JlemeH1Ms ¢ TeablaMu Jlesu

Jlemenyun ¢ menvuyamu Jleeu (/1) — HelpoaereHepaTUBHOE 3a00JICBaHMUE,
MPOSIBJIAIONICECS JAEMEHIIMEW, TAPKUHCOHU3MOM, HEUPOICUXUATPUUYECKUMU U
BEIE€TAaTUBHBIMHA HAPYIICHUSIMH, B OCHOBE KOTOPOIO JIEKHUT HAKOIUICHUE OeKa
anvha-cuHykieuHa B KIETKAX TOJOBHOIO MO3ra W BET€TATUBHOM CUCTEMBI C
(hopMHUPOBAaHUEM BHYTPUKIIETOUHBIX BKItOUeHUM — Tenel Jleru (TJI)



OemeHuun c tenbuamu Jlesu (O TI1)

Mporpeccupyrowee HeupoaereHpaTMBHOE 3abonesaHue, npoasafaoLieecs KOrHUTUBHbIMM HapyLweHnamm,
NAaPKUHCOHMU3MOM, NCUXOTUYECKMMU N BEreTaTUBHbIbIMU PAacCTPOUCTBAaMU, B OCHOBE KOTOPOro JIeXKUT PacnpoCTPaHEHHbIN
NaToN0rM4YecKkmii npouecc ¢ obpasoBaHnem B HeiMpoHax Kopbl 'M, 6a3anbHbIX raHrMes, CTBO/Ia U BEreTaTUBHOM CUCTEMDI
BHYTPUKAETOUYHbIX LUTON/Na3MaTUYECKUX BKAOUeHUn — tenely, Jliesu (/lesuH O.C., 2010)

BbiparkeHHble KonebaHua (paoKTyaumum) ncuxmuecKkoro cratyca: npexogaiwime nepuoabl MHAKTUBHOCTU U
cnyTaHHOCTU (OT MUHYT A0 YacoB). Mexxay GAIOKTyaumMamm moxKeT HabalgaTbca BpemeHHoe
BOCCTAaHOBJ/IeHUE KOTHUTUBHDbIX GYHKUUNA.

NOBTOPAIOLLUECA 3pUTE/IbHDbIE UATIO3UU U raNNIlOLMHALUK, KaK NPaBUao, AeTaIn3NPoBaHHbIe U YeTKue,
pa3HoLUBeTHble, NOABUXHbIE, Pa3HOTro pa3mepa U CloXKeTa, ycTpalwauwme, uHAndPepeHTHble Uau
npuaTHble. Mopoit KpUTUKA K HUM BbICTPO BoccTaHaBaAMBaeTcA. MHoraa conpoBoXAaloTCA CAYXOBbIMMU
raAntouMHaLUuAMM.

CnoHTaHHbIYU (He CBA3aHHbIN C HEMPOAENTUKaMM) NAaPKMHCOHMN3M, CONYTCTBYIOLWUIN AeMEHLUMN.

MoBbilwEeHHAA YYBCTBUTENBHOCTb K HeponenTukam: 6bictpoe passutue 06e3asmnKeHHOCTU C AU3aPTPUEN,
ancdarnen — no TMNY akMHeTu4yeckoro Kpusa, nau 3HC. Bo3MOXKHbl ga)Ke npu npueme HU3KONOTEHTHbIX
AHTUNCUXOTUKOB.

PaHee pa3BuTue BereTaTUBHOM HEA4OCTaTOYHOCTU B BUAE OPTOCTAaTUUECKOM rMNOTEH3UU, TMNOTEH3UMU Nocne
npuema nuwu, o6MOpoOKOB, HEMPOTreHHbIX HAPYLUEHUN MOYENCNYCKAHUA.

YacTo paHHee pa3Butue genpeccuun. bpeg moxket 6biTb CBA3aH C raN1IloUUHALUAMM.

Yawe Bcero HaUMHaeTca KOTHUTUBHbIMU U SMOLMOHA/IbHBIMU HaPYLUEHUAMMU, K KOTOPbIM NPUCOeAUHAETCA NAPKUHCOHMU3M (rMnomumus,
LAPKaKLLLAA NOXOAKA, TPMOP, HapyLleHUe TOHKUX ABUXKeHU Nanbues). HacTo 3cceHUManbHbIN TPEMOP NpeaLlecTByeT 0CTa/ibHbIM NPU3HaKam. B
YacTu cayyae nepsblii MU PaHHUIA NPU3HAK — 3pUTE/IbHbIE FaANoUMHaLMK. YacTo paHHUM NPU3HAK — CHUXKeHue 060HAHUA.

B pa3BepHyTOi1 pase: J/lobHasa cumnNTOMATUKA U 3PUTE/IbHO-NPOCTPAHCTBEHHDbIE HAaPYLUEHUA ONepPerXKaloT HapyLeHUA NamATU. YTPaTbl HUTH
pa3rosopa. HapyweHue 3putenbHo ugeHTMdUKaumu. B 6onee no3gHue stanbl — TAXKenble HAPYLWEHMUA NAMATU, BHUMAHUA.



boinesns 1lapknaCcOHa

bonesno Hapkuncona
(b11) — 3TO
IIPOTPECCUPYIOIIECE

JereHEpaTUBHOE 3a00JICBAHUE
LIEHTPAIbHOMN HEPBHOM
CACTEMBbI, MPOSABIISIONICECS B
OCHOBHOM  JIBUTaTEJIbHBIMH
HAPYUICHUSIMUA (Tpemop
MIOKOSI, PUTHUJIHOCTHb MBIIIII,
TUIIOKWHE3US, ITOCTYPaJIbHbIC
pPacCTPOMCTBA)

IHamoczenes:

[Tpn 0oJIe3HU [TapkrHCOHA aJIb(ha-CUHYKJICUH
HENPABWILHO CBOPAYMBACTCS W CIMIIAETCA BMECTE C
apyrum aibda-cuHykienHoM. KieTkd He MOryT yaaiauTb
3TH KOMKH, 17| anb(a-CUHYKJICUH CTAaHOBUTCS
IUTOTOKCUYHBIM, TTOBPEXAAasA KIETKHA. DTU CTYCTKH MOYKHO
YBUIETh B HEUPOHAX MOA MHUKPOCKOIIOM, U OHH
Ha3bpIBatoTCs TeabllamMu JleBu. Ilpu Oonesnu IlapkuHcoHa
MOPAXKAKOTCA CTPYKTYPBI DKCTPANIUPAMUIHON CUCTEMBI —
OazalibHBIE fAJIpa U YEPHOE BEIIECTBO, IOIy0O€ MATHO U
npyrue. HanbOomnee BbhIpakK€HHbIE M3MEHECHHUS OTMEYAIOT B
NEepEeIHUX OTnaelax 4€pHoM cyoOctaniuu. Ha KOHEYHBIX
sTanax 3a00JieBaHUs Tebla JIeBM 0OHAPYKUBAIOTCS B KOPE
TOJIOBHOTO MO3Ta.




IIporpeccupyrommm HaabsAACPHBIN

napajmg

Ilpozpeccupyrowuii  Haovaoepuuwiii

napaiuy (ITHII) -
IIPOrpeCCUPYIOIIEE
HEUPOJAETEHEPATUBHOE

3a00JI€BaHUE, KOTOpOE
XapaKTepU3yeTcs Ha4aJI0M B
BO3pacTe CTapIIIe 50 JET,
CHUHAPOMOM  IMAapKHHCOHHU3MA  C

PaHHUM Pa3BUTHEM IIOCTypaabHOM
HEYCTOMYMBOCTH, OTCYTCTBUEM WU
NPEXOAAIIEN PEAKIMKA Ha JIEBOIOILY,
a TaKXXe HEHPOIICHUXOJIOTrHYeCKUMU
HAPYLICHUSIMH, aucdaruei,
IU3apTpUEH M IJ1a30JBUraTeIbHBIMU
pPaCcCTPOMCTBAMU

Ilamoczenes:

Tounast npuumHa [ICII 10 KOHIIa HE M3y4Y€eHA, U
€ro ATHUOJIOTHS, BEPOSITHO, MHOTro(akTOpHA.
OCHOBHOM ITaTOJIOTUYECKOM OCOOEHHOCTBIO
PSP siBisieTcsi HaKOIJICHUE aHOMAJIbHOTO Tay-
OcnKka B HEPBHBIX KJIETKaX TOJIOBHOTO MO3ra.

Tay — »3T0  O€JIOK, CBSI3aHHBIM  C
MUKPOTPYyOOUKaMH, KOTOPBIN urpaer
pEIIAIOITY IO pOJIb B oI KaHUM
CTPYKTYPHOU [EJIOCTHOCTA HEWupoHOB. Ilpwu
PSP Tay IIPETEPIICBACT aHOMAJIbHBIE
MoauduKaluu W 00pa3yeT HEPaCTBOPHUMBIC
arperarsl, MU3BECTHBIE KaK

HEHpOoPpUOPHIIIpHBIE KIYOKH, OCOOCHHO B
0a3ajabHBIX TaHINIHASIX W CTBOJIE TOJOBHOIO
MO3Ta.




boae3nr | eHTHHTTOHA

bonezns (xopes)
I'enmunecmona (bI) -
HACJECACTBEHHOE XPOHHUYECKOE
IIPOTrPECCUPYIOIIEE
HEMPOAETEHEPATUBHOE
3a00J1€BaHUE C
MYJIBTUCUCTEMHBIM
MIOPA’KEHUEM TOJIOBHOIO MO3ra,
nepeaaroIieecs Mo ayroCOMHO-
JTOMUHAHTHOMY THUITY C
IPaKTUYECKU 100%
MIEHETPAHTHOCTHIO MYTAHTHOTO

reHa, OTiIMJaromeecs o0co00H
TSDKECThIO W (DaTaJbHOCTHIO
TCUCHUS.

Ilamocenes:

['eneTnyeckas HTT,
pPacCIIONIOKEHHOM Ha Xpomocome 4. Drta MyTauus
BKJIFOYAE€T AHOMAJIbHOE IMOBTOPEHUE HYKIJICOTHIHOU
nocienosarenpbHocT CAG,

AMHWHOKHCJIOTY ITITYyTaMHH.

MYyTaly:i B I'CHC

KOTOpass KOAUpYyeT

CAG B HTT
OPUBOISIT K BBIPAOOTKE MYTAHTHOrO Oe€Jjika Moj
Ha3BaHWEM XAHTHUHITHUH. JTOT MYTAHTHBIA OEJIOK

PacimivpeHnbsie  TTOBTOPBI TEHE

XaHTUHITHUH OKa3bIBA€T TOKCHMYECKOE BO3ACHCTBHE
Ha HEHUPOHBI, OCOOCHHO B 0a3alibHBIX TaAHIJIMAX,
0o0JIaCTH MO3ra, Yy4YacTBYIOIIEHM B JBUraTeIbHOM
KOHTPOJIE€ U KOOPJAUHALIUH.




OdemeHuus npu 6one3Hn N'eHTUHITOHA

(xopes NeHTUHrToHa)
MKB-10: o6bwunpHan gereHepauua mo3sra, obycnoBaeHHaAa ayTOCOMHO-A40MUHAHTHbIM BapUaHTOM reHa (MHOrouMc/1IeHHbIM
yBe/IMYEHUEM YMC/Ia KONUIA KOAOHA), KOAUPYIOLLEro CUHTE3 FreHTUHITUMHA. CMMNTOMbI NPOABAAIOTCA Ha 3-M, 4-Mm
AecatuneTum xusHu. CouetaHme xopendopmMHbIX ABUKEHUI, AeMEHLUUN U HAaCNeACTBEHHOM OTAroweHHoCcTn 6one3Hbio
[eHTUHrTOHa.

Hauano B monogom u cpegHem Bo3pacte (20-50 neT), paHee Hayano 3aBUCUT OT CTENEHU YBE/IMUEHUA YNCA KONUMA
KoaoHa LALT.

ANnA paHHEeW ANAarHOCTUKN BaXXHO BbIACHEHUE HacNeaCTBEHHOM OTAroWEeHHOCTU Xopeeu leHTUHITOHA.

PaHHMe npoaBaeHnA — HeNnpPou3BoJibHble XxopendopmMHbie ABUXKEHUA B 1ULE, PYKaX, N1evyax, npu noxoake,
npexoaaw,as pUruaHoCTb NI MUHTEHLMOHHbDbINA TPEemop.

N3meHeHMA XapaKTepa U CoLMaibHOE CHUXKEHUE U NOCNeAYIOLWUE UHTENNIEeKTYa/IbHble HapyLUeHus,
onepeXxawlme CHUXKeHne NnamaTu. [leMoHCTpaTMBHOe noBeaeHue. BA3KOCTb, 3acTpeBaHMe Ha AOMUHUPYIOLLEei
naee, Ha3o0MIMBOCTb: TUMUYHDbI 6ecnpecTaHHble 06paLLeHna c OAHUMU U TeMU XKe XKanobamu, sBonpocamm,
npocbbamm.

MpeobnagaHue B KAMHNYECKOU KapTUHE HapYLUEeHNIA MbILU/IEHUA: pe3Koe CHUXKeHue ypoBHA 0606weHun,
HecnocobHOCTb OCMbIC/IUTb CUTYaLUIO, NIAHUPOBATb AEATE/IbHOCTb, YTPaTa KPUTUKU K 60n1e3HU U, ocobeHHo, ee
NCUXONaTONIOTMYECKMM NPOABAEHUAM MPU BbiPaXKeEHHOW MMNOXOHAPUMX B OTHOLLEHUU cBoero GpusnyecKoro
COCTOAHMA.

PYHKLUMA NaMATU CTPASZAET B ropa3fo MeHblLUei cTeneHu.
YacTbl genpeccun, B 6onee nosgHem nepmuoge — NUXo3bl.

CmepTb Ha paHHUX 3Tanax HacTynaeT u3-3a cymuuaa B nepmoabl Aenpeccumn, Ha NO3AHUX 3Tanax 6onesHun - n3-3a
NHEBOMHUM Y 06e34BUXKeHbIX 60NbHbIX.



KOHLIENT LLEEPEEPOBACKYNAIPHbIX 3AB0/IEBAHUN

LIB3 - 570 reteporeHHas rpynna, CocTosiLas 13 2-x 60nbLUnX
KNacTepOB: MUKPOaHr1MonaTuim 1 MakpoaHruonaTum

CADASIL AMWUNOVNOHASA
AHIOMATNA

MTKPO BOME3Hb
AHTMONATN BIHCBAHEPA BACKY/WATbI
KAPLVATIBHBIE U
MAKPO APTEPYOAPTEPVANbHBIE [ CTEHOSBI CORHbIX
AHI'MONATUN IMEONN APTEPUW VHOAPKTH

KOATI'YNOMATAN,

HAPYLLEHWA CBEPTBIBAHNA, NANOTMAIMHONNS
JNOKAJIbHbIE TPOMBOS3bI




Cocyancrasa gemeHUus

(memeHUMA Npu cocyancTbiX 3a6oneBaHNAX FOSIOBHOrO MO3ra)

MKB-10: B TUNUUYHBIX CAYyHaAX OTMEYaloTCA npexoaalwme uwemumyeckme anm3soapbl .... MoXet BO3HUKaTb nocne
cepumn oCcTpbIX LLepebpoBaKyAAPHbIX 3NN3040B UK nNocae oaHou 6onblion remopparun. Hauano moxket 6bITb
BHe3amnHbIiMm, BCeA 3a MlWeMUYECKMM 3NU3040M, NN e AeMeHUUA nMmeeT nocrterneHHoe Havyano. UHpapKTbl
06blyHO HebonblKne, HO 061a4a10T KYMYNATUBHLIM AEWUCTBUEM.

B aHaMHe3e HAaJIMYHe THNEPTOHNYECKON 00/1e3HU /UM apTePHOCKJIEP03a, YacTo NMepeHeceHHble JTUHAMHYEeCKHE
HApPYIIEeHHUs] KPOBOOOPAIIIEeHUSI UM UHCYJIbTHI.

Heiiponerenepanus cBs3aHa ¢ COCYIMCTBIMUA 04araMu WM Y4acTKaMu MH(apKTa uiu remopparuu mosra. Iloaromy
YacTo JAKYHAPHBIH XapaKTep AeMeHIUH.

OTHocCHuTEIbHAS COXPAHHOCTH MOPAJBbHO-ITHIYCCKHUX CBOMCTB JIMYHOCTH U HpEMOpﬁI/II[HOFO PUCYHKA MMOBCICHMUI.

Boipa:xxeHHas acTeHUs yCyryossieT TsaxecTsb JeMeHnu. B kaprune C/I 0osiboe 3HaueHne UMEOT (PYHKIIUOHAJIbHbIE
npexoasuue HapymeHus. I1o03ToMy BO3MOKHBI ya1y4YlICHHS.

Tomukoo0pa3Hoe, CBAI3aHHOE C LIEPEOPOBACKYJISIPHBIMU KPU3aMH, HAPACTAHUE TAKECTH JIeMEHIIMH, a4 TAKKE «<MePIAaHUe»
BbIPA’KEHHOCTH NMCUXOMATOJIOTHYECKON CUMIITOMATUKH, KOraa HAa ¢oHe Koaedanuu AJl, B CBA3M C MeTeolaTuen,
3K30T€HHBIMHM BPEAHOCTAMM MPOMCXOTUT FMU30AUYECKOe YCHIIEHHEe CUMIITOMOB, HAIPUMEP, CIIYyTAHHOCTH.

TonrukooOpa3Hoe ociiadieHue NaAMATH: AMHE3Ms1, IPOrpecCUPYy0IIas 1no 3akoHy Pubo ¢ pasBurueM aMHeCTHYECKOM
1€30PUEHTHUPOBKH CO CIBUIOM CUTYAallMH B IMPOIILIOE.

IIpeoOiiaganue B KAapTHHE Pa3BEPHYTOM CTAAUM 00JI€3HU CIIYTAHHOCTH, BHIPAKEHHOCTh KOTOPOH «MepHaeT.

Heo0si3aTesibHOE pa3BUTHE ACEMUYECKON CUMIITOMATHKHU, OTCYTCTBHE TUNMYHOU UX NMHAMUKHU. KoseOanus
BbIPA’KEHHOCTH 0YAroBbIX PACCTPOMCTB B CBA3U € UCTOLIAEMOCTHIO.

PeakocTh cTepeoTunui (majiajuu, CTOAYNX 000POTOB), OTCYTCTBHE Pe4eBOM ACTIOHTAHHOCTH




Cocyaucras geMeHuus: AMHaAMUKa

NepBasa cragua.

CoueTaHue BblpaXXeHHbIX (I)VHKUMOHaﬂbeIX N AECTPYKTUBHDBIX KOMNOHEHTOB B KANHUYECKOMU KapTuHe. inntenbHble
3Ha4YuUTEeJibHblEe yay4ylleHUA.

AcTeHuna — ocHoBHaa ¢popma TeueHua uepebpanbHOro atepockaeposa. Passutme smoumMoHaIbHON HEYCTOMUNBOCTHU C
AenpeccusHbiMm ¢OHOM HacTpoeHuA. MoTepa NCUXMUYECKO 31aCTUNHOCTU, NOAB/IEHUE YYBCTBUTE/IbHOCTU K BHELUHUM
daKTopam, noBbileHNEe YTOMIAEMOCTU U Ha 601ee NO3AHUX 3TanaxX — UCTOLLLAEMOCTM.

3aocTpeHue NnpemopbunaHbIX YepT IMYHOCT!.

AncmHecTnyeckmne HapyweHua. HapyweHua namaTt HAYUMHAKTCA C 0c1abaeHnAa NPou3BoIbHOM PenPoAYKL UK
(BocnomuHaHuA), 3aTem yxyglueHUe yaeprKaHuA, B KOHLe — HapylieHue 3anoMuHaHuA. Kpusaa 3anomuHaHua nmeer
cnaabl. CBA3aHHbIE C UCTOLLAEMOCTbIO

OTHOCUTEeNbHO YacTble aenpeccuBHblie U NncuxoTnvyeCkmne CUHAPOMbl.

BTopas ctagua: «Kpuctannmsauua» chaboymus.
CToiiKoe cHMXXeHue ypoBHA 0606LwWeHnit, HO ewe umeeTcAa KonebaHMA B ypoOBHE MbilLIEHUA.

3HauuTe/IbHOE CHUXKEHUE NaMATU, NoNoras U, O4HOBPEeMEHHO, 3ybuaTtasa KpuBasa 3anomMmmnHaHuA. Pa3Butne amHesum no
3aKkonHy Pn6o

dopmupoBaHMe pasHbIX TUNOB c1aboymua: amHecTUYeCKM-napaMmHecTUUecKoro (KopcakoBCKOro), aceM1M4ecKoro
(anburerimepoBcKoro Tuna), ncesaonapasiuTUUYEBKOro (C 3KC-NAaHCUMBHOCTbIO U PACTOPMOXKEHHOCTbIO).

OcTpas nan XpoHUUYECKana cnyTaHHOCTb. CNyTaHHOCTb TaK}Ke MepLaeT U CBA3aHa C cocyauctbimu Kpusamu, HMK,
3K30reHHbIMU BpegHocTaMmu. Mo mepe AMKBUAALUN BpegHOCTE U Ie4eHUA OCTPAA CMYTAaHHOCTb MOXET UCYE3HYTb.

YacToe HapylweHue BbiCLUMX KOPKOBbIX GYHKLUUA, KOTOpble Ha 60s1ee No34HMX 3Tanax onpeaensatoT TAXKECTb UCXoaa.



