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OCOBEHHOCTU JN®DPEPEHLINATIBHOIO AUATHO3A
BbICTPOMPOIrPECCUPYIOLLIEN BONE3HWN ANbLIFEVMMEPA
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' ®epepabHbIN LEHTP MO3ra 1 HepoTexHonornn PegepansHoro Meamnko-buonorndeckoro areHTctea, Mockea, Poccus
2POCCUINCKMIA HAaUMOHATbHbI MCCNEA0BATENBCKNA MEANLMHCKIMA yHuBepcuTeT uM. H./. Muporosa, Mocksa, Poccus

BBepeHue. CnekTp NaTtofioruin n COCTOSIHWIA, KOTOPblE MOTYT MPVBOAUTbL K Pa3BUTWIO BbiCTpONpPOrpeccupytoLlen aemeHumn (BNAa), LocTaToqHO 0BLIMPEH.
Hanbonee pacnpocTpaHeHHON NPUHMHON Pa3BUTKA AeMeHLnn aBnaeTcsa 6onesHb AnsLreivepa (BA), ooHaKO CyLLEeCTBYIOT 1 Apyrne NaTtonorum, KoTopble,
B OTN4Me OT BA, ABNSIOTCS N3NEYMMbIMU, 1 MPU BEPHOI NMOCTAHOBKE AvarHo3a BO3MOXHO AOCTUXEHMWE MOIHOMO perpecca naTonorn4eckon cuMmnTomaTi-
KU, BblleckadaHHoe NoBbIWaeT 3Ha4MMOCTb AnddepeHumanbHON AnarHoCcTukM GbicTponporpeccupytoLert BA ¢ apyriumm npuanHamm B,

Lenb. Onpepennts anddepeHumanbHble 0COO6eHHOCTH BbICTpoNporpeccupytoLlein BA 1 n3y4nTb OCHOBHbIE NPUHMHBI, NpeapacrnonaratoLlme K pa3suTmio
Bl v He cBA3aHHblE C HEMPOAEreHepaTBHOM NaToONOrnen.

06cyxpaeHue. boicTponporpeccupytollas BA oTnnyaeTcs oT TUNMYHOM BA CKOPOCTBIO KOTHUTUBHOMO CHXKEHWS: B CPeAHEM MW ObICTPONPOrpeccupytoLLem
BA otmedaeTcs notepst 3-x 6annos nnu 6onee No Kpatkon LKane OLEeHKN NCUXNHECKOro cTaTyca B TeHeHWe LeCTn MecsLeB 1 6onee bbicTpoe (3a 2-3 roaa)
[OCTUKEHVE TEPMUHANBHOM CTaaun 3aboneBaHns, B TO BDEMSt Kak Npu TUnnydHon BA 3TOT nepvog, anutenbHee 1 cocTasnsieT nopsiaka 8—10 net. K apyrim
OCHOBHbIM NpuynHam Bl oTHoCATCS NproHHbIE 3a60neBanHus, HempoaereHepaTBHble 3a60NeBaHNs HEMPUOHHOM STUOMOMM (B TOM YuMCe BbICTPONporpec-
cupytoaa bA), cocyancTble, MHPEKUMOHHbIE, BOCMANUTENbHbIE 1 @y TOUMMYHHbIE, OHKONIOrMYeckme 3aboneBaHns, MeTabonnyeckmne 1 aeuumTapHbie Hapy-
LLIEHVSI, SHOOKPUHHbBIE PACCTPONCTBA, TOKCUYECKME U ATPOrEHHbIE HAPYLLEHWS, NMCUXUYECKIME 3a00NeBaHs, LepebpoBackynspHas naTtonorus.

BbiBopbl. Boisinerne npuinHbl B TpebyeT geTtansHoro v BCECTOPOHHEro 0CMOTpa nauyeHTa ¢ NPOBEAEHVEM Pa3fndHbIX 1abopaTopHbIX U UHCTPY-
MEHTanbHbIX METOAOB UCCNEAOBAHNS, YTO SABNAETCS 3a/I0roM BEPHOW MOCTAHOBKMW AMarHo3a v fafbHelllelt yCnewHon MeankamMeHTO3HOW KOppeKLmum
KypabenbHbIx 3abonesanunii. OCHOBHYIO POJSib B MOCTaHOBKe AuarHo3a bbicTponporpeccupytollert BA n anddepeHumansHon AMarHocTnke ¢ ApyrMm
npuivHamu Bl nurpaet no3nTPOHHO-3MUCHOHHAA TOMOrpadys roNOBHOMO MO3ra 1 ypoBeHb OMOMapKePOB, Takvx Kak beTa-amunon 1 runepdocdopu-
JIMPOBaHHBbIV Tay-NPOTENH, B LIepebpOCnHaNBHON XNOKOCTU.

KnioueBble cnoBa: GbicTponporpeccupytolias 6oneaHs AnbLrenvepa; GbicTporpeccupytolias AeMeHLs; KOrHUTUBHbIE HapyLLeHns; anddepeHumans-
Hasi AYarHoCTVKa; LepebpoBacKynsapHble 3a601eBaHns; ay TOUMMYHHbIR dHLUebanuT
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DIFFERENTIAL DIAGNOSIS FEATURES OF RAPIDLY PROGRESSIVE ALZHEIMER’S DISEASE
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Introduction. The range of pathologies and conditions that can lead to the development of rapidly progressive dementia (RPD) is rather extensive. Alzheim-
er’s disease (AD) is considered the most common cause of dementia. However, there are other pathologies that, unlike AD, are curable, and, given accurate
diagnosis, allow a complete regression of pathological symptoms to be achieved. This highlights the importance of differential diagnosis of rapidly progressing
AD from other causes of RPD.

Objective. To determine the differential features of rapidly progressing AD and to study the main causes predisposing to the development of RPD but not
related to neurodegenerative pathology.

Discussion. Rapidly progressing AD differs from typical AD in the rate of cognitive decline. On average, rapidly progressing AD is associated with a loss of
three points or more scores on the Mini-Mental State Examination (MMSE) test within six months and a faster (in 2-3 years) achievement of the terminal stage
of the disease. In case of typical AD, this period is longer, lasting for about 8—-10 years. Other major causes of RPD include prion diseases, neurodegenerative
diseases of non-prion etiology (including rapidly progressing AD), vascular diseases, infectious diseases, inflammatory and autoimmune diseases, oncological
diseases, metabolic and deficiency disorders, endocrine disorders, toxic and iatrogenic disorders, mental diseases, and cerebrovascular pathology.
Conclusions. Identification of the RPD cause requires a detailed and comprehensive examination of the patient using various laboratory and instrumental
research methods, which is the key to accurate diagnosis and further successful drug correction of terminal diseases. Positron emission tomography of the
brain and such biomarkers as beta-amyloid and hyperphosphorylated tau protein in the cerebrospinal fluid play a major role in the diagnosis of rapidly progres-
sive AD and differential diagnosis from other RPD causes.

Keywords: rapidly progressing Alzheimer’s disease; rapidly progressive dementia; cognitive impairment; differential diagnosis; cerebrovascular diseases;
autoimmune encephalitis
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BBEOEHNE

B HacTosLee Bpems ogHom 13 rnobanbHbix Npobnem 3apa-
BOOXPaHEHUst ABNSETCA AeMeHUMs. [leMeHUmMss — 3TO Hel-
POMCUXMATPUHECKUIA CUHOPOM, XapakKTepu3yoLMIACA Bblpa-
YKEHHBIM CHVXKEHNEM KOTHUTUBHbLIX (DYHKLUUA U pasBuTuemM
npoeccroHanbHoOM, BbITOBOW 1 CoLManbHOM Ae3agantaumm
nauyeHTa [1]. BcemmnpHom opraHmnsaumern 3apaBooxpaHeHmns
(BO3) pemeHumsa npraHaHa OgHUM U3 CaMblX UHBaNWMAN3VPY-
OLLIMX 3aboneBaHnii, PacnpPOCTPaHEHHOCTb KOTOPOro B MO-
clnefHee Bpems Bo3pacTaeT BO BCeM Muvpe [2].

JluTepaTypHble 1 CTAaTUCTUHECKNE OaHHblE MOATBEPXAa-
0T, 4TO Hambonee pPacnpPOCTPAHEHHOM MPUHUHON PasBUTUS
aemMeHUn sBnsietca bonesHb Anburermvepa (bBA). OpHako
TUN4Hasa BA oTHocUTCS K 3a60neBaHNSaM, A5 KOTOPbIX Xa-
PaKTEPHO MOCTEMEHHOE MPOrPEeCCUPOBAHNE KOMHUTUBHOMO
nedvymta. B TO Bpems Kak BCe Hallle NOSIBAAKOTCA CNOXHbIE
OMarHOCTUHECKIME Clydan, MpW KOTOPbIX OTMeYaeTcst BbICTPOe
MPOrPeCcCUPOBaHVE KOMHUTUBHOIO CHUXKEHNSA [0 CTENeHW fe-
MeHLmn. Cpeam 3TUX Cydaes BCTPEeYatoTCA 1 nauyeHTbl ¢ BA,
npwY 3TOM O0AS TakWX NaLUMEeHTOB JOCTaTOYHO Benmka [3].

HecMOoTps Ha TO YTO MHOT e aBTOPbI BbIAENSAOT MPUOHHbIE
3ab60/1eBaHs, B HaCTHOCTU Bone3Hb Kpenudenbara— Axkoba
(BK4), kak Hambonee 4acTyto aTMONOrO BbICTPONPOrPeccu-
pytowen aemeHunn (BNA) [4, 5], B nuTepatype NpeacTasnieHsbl
pesynsraTthl UCCNefoBaHnM, B KOTOPLIX HA MepBbIV M1aH cpe-
oy npuynH passutusg B BeICTynatoT apyrie HempoaereHe-
paTnBHble 3ab0neBaHNs (HEMPUOHHbIE), B TOM 4ncne BA. Tak,
NATUNETHEE CpaBHUTENBHOE UccnenoBanne P. Stamatelos et
al. nokasano, 4YTo HempoaereHepaTnBHble 3aboneBaHNs (He-
MPVIOHHOW 3TLONOMKM) Bbiv Hanboee HYacTbIMU MPUHUHAMM
pagsutua BN B 38% cnyyaes, B TO BpeMsA Kak MPUOHHbIE
3aboneBaHnsa BCTpe4annch b B 19% cnyyaes [6].

Kpome BKA n BA cnekTp natonorum 1 COCTOAHNIA, KOTO-
pble MOTyT NPMBOAUTL K pa3suTuio BN, noctatouHo obLum-
peH (Tabn.).

Ta6nmua. Mpu4nHbl passnTUS GbICTPONPOrPecCHpPyOLLEN AeMEHLN

OB30P | HEBPOJ1OI'SA N MCUXUATPUSA

Mpy STOM BaKHOCTb CBOEBPEMEHHOW  ANArHOCTUKU
1N YCTaHOBAEHNST BEPHOrO AMAarHO3a MOOYEPKMBAETCS TEM,
YTO MPW HaCTV NATOAOMIA, KOTOPbIE MOTYT BbI3blBaTb Pa3BUTVE
BN, korHuTrBHBIE HapyLLeHus (KH) 1 opyrne HeBponornieckme
CUMMTOMbI SBASHKOTCS HACTUHHO WM MOMHOCTBIO 06PaTUMbIMU.
B xone nposeneHHOro B Kntae ABYXJIETHErO PETPOCNEKTUBHO-
FO KOropTHOrO nccnenoBanKa Y. Zhang et al. npogeMoHCTPUpo-
BaHo, 41O 13 310 NauUWeHTOoB, rOCNUTaNN3NPOBaHHbIX C AMarHO-
3om B, y 6onblumHcTBa naumeHToB (68 (21,9%)) 6b1n BbisBREH
BUPYCHbIM 3HLIE(anNnT, 3a KOTOPbIM MO 4acToTe BCTPEYaEMO-
ctn cnepoBann BA — 45 (14,5%) 1 ayTOUMMYHHbIN 3HLIEda-
T — 28 (9,0%) naumerToB. bonesHb Kpenuhenbara — Axkoba
Obina BbisiBNeHa Bcero y 22 (7,1%) naumeHToB [7].

Astopamn N. Satyadev et al. ony6nmnkoBaHbl AaHHbIE MPO-
CMEKTUBHOIO HabMOAATENBHOMO UCCNEeA0BaHNS, B KOTOPOM
y 86 (565,5%) 13 155 naupentoB ¢ B[] 6binv BbiSBNEHbI NpW-
YYHBI, MOTEHLIMANBHO NOAAAIOLLMECS NEYEHMIO: ay TOUMMYHHbIE
3HUedannTbl (N = 52), cocyancTble 3abonesanus (n = 14), Heo-
MNacTUYECKUA CUHAPOM (N = 7), TOKCUYECKNE/METADONNHECKNE
HapyLLeHus (n = 7), ncuxmatpuyeckime 3abonesanuvia (n = 4), opy-
rve 3abonesaHva (N = 12). MeanaHa Bo3pacTta Hadana CUMMITO-
MOB B J@HHOM UCCneaoBaHuM y naupeHToB ¢ Bl coctasmna
68,9 ropga (omanasoH 22,0-90,7 roga). Npwn aToM BO3pacT Ha-
Yana cumMnToMoB <50 fieT OTHOCUSICA K NapameTpaMm, KOTopble
ObIN HaNboNee XapakTepHbl A5 NALMEHTOB C KypabenbHbIMM
npudnHamy BI [8]. 910 cBmaeTensCTBYET O TOM, YTO YacTb
crnyyaeB ¢ ObICTPbIM MPOrPECCUPOBAHNEM KOTHUTVBHOIO Ae-
duumTa HabnNAAETCS Y 1L, MOIOAOro TRYAOCNOCOOHOMO BO3-
pacTa v npu OTCY TCTBUN CBOEBPEMEHHOIO NIEYEHNS MOXKET NpU-
BOAWTb K MPOheCcCcrnoHansHOM HEMPUrOAHOCTA.

YuuTblBas BblLLECKA3aHHOE, OCOOYH BaXXHOCTb Nprobpe-
TaeT n3dy4deHne npudnH passutug B,

Llens nccnepoBanng — onpenennts anddepeHumans-
Hble 0COBEHHOCTN BbICTpONPOrpeccupytoLlen bA n nayyuntb
OCHOBHbIE NPUYMHbI, MpeapacnonararoLme K passutuo b,
He CBA3aHHble C HEMpPOaereHepaTUBHOM NaToNornen.

Mpynna

MaTonorns

HelipopereHepaTtusHble

MpuoHHble 3a6onesaHus, buicTponporpeccupytowas BA, 6eiIcTponporpeccupytowas AeMeHuus ¢ Tensuamm Jlesn

nartonoruna

3abonesaHns” (ATJ), nobHo-BMCOYHas paereHepauns (JIBM), nporpeccupytowmii HagbsaepHbIn napanmy, KopTukobasanbHas
AereHepauusi, MynbTUCUCTEMHas aTpodusi, 601e3Hb [eHTUHI ToHa
Liepe6poBackynsipHas MynbTnHMapKTHOE NopakeHne rofloBHOro Mo3ra, MHCY/LT B CTpaTernyeckomn Ansi KOrHUTUBHBIX (PYHKLMIA 30He,

LuepebpanbHas amunongHas aHrmonatus, MUTOXOHAPVanbHas aHuedanonaTns ¢ MHCYILTONOA06HLIMM aNmM3oAamm
1 naktaT-aungosom (cuHgpom MELAS), uepebpanbHasi ayTOCOMHO-AOMUHAHTHAsA apTepruonaTtus C NoaKOPKOBbIMUN
MHapKTaMmn n neikoaHuedanonatuei (cuHapom CADASIL), BaCKynuT ¢ nopakeHneM LieHTpanbHON HEPBHOW
cuctembl (LHC), uepebpopeTrHanbHas MUKpoaHrnonaTus ¢ Kanbunbukaumamm n Kuctamu, CUHAPOM 3agHen
obpaTumoii aHLedanonaTum, BEHO3HbI TPOM603

HdeKUnoHHble 3aboneBaHns

MeHWHITBI 1 3HLEedanTbl PasnnyHok dTMonorun (Hanprumep, TybepKynesHblii, Bbl3BaHHbIN BUPYCOM NPOCTOrO
repreca, rpnbkoBbiit), Helpocudnnnc, Helpoboppennos, BUY-nHdekums, nporpeccupyowas MynstudokansHas
nenkoaHuedanonartus, Tokconnaamos LIHC, 6onesHb Yunnna

BocnanutenbHble
1 ayTOMMMYHHble 3a60neBaHust

AyTOMMMYHHbIE 3HUedanuTbl, 3HUedanonaTns XawmmoTo, pacCesaHHbI CKNepo3, OCTPbIA PACCESHHbIN
3HUedanoMnenuT, Hempocapkonaos, Lenvakmsa, ayToummyHHasa GFAP-actpouutonaTtuns

OHkonorudeckue 3abonesaHns

MepBuyHble onyxonu LIHC, numdoma LIHC, meTacTaTnyeckas conupaHasi onyxosb, MEHUHIeasibHbI KapLMHOMATO3,
napaHeonIacTU4eCcKnii CUHAPOM

MeTtabonnyeckune
N 3HOOKPUHHbIE HapyLUEHNs

MNeyeHo4Has 3HL|,eraJ'IOI'IaTI/Iﬂ, ypemumnyeckas 3Hueq3anonaTv|9|, naTonoruna WINToBNOHbIX XKenes, CBA3aHHas
C N3BMEeHeHNeM YpPOBHSA TUPEOTPOMNHbIX TOPMOHOB, NOBbILLIEHWE NN YMEHbLLeHne 3HJJ,OKpI/IHHOI7I aKTUBHOCTHU
napawnToBNOHbIX XXenes, Hagnov4e4yHnkoBas He4oCTaTO4YHOCTb

LHedununtapHble paccTponcTea

Leduumnt ButamuHos rpynnel B (B,, B,, By, B,,), a11eKTpoNnTHble HapyLueHus, neanarpa

TOKCUYECKME N STPOrEHHbIE
HapyLueHus

[ereHepauus HepPBHO CUCTEMbI, BbI3BaHHASA afikorosem; OTpaBieHNst BUCMYTOM, PTYTbiO, INTUEM, MbILLbSKOM,
CBWHLOM; 3N10K@4€CTBEHHbI HENMPONENTUYECKNI CUHAPOM, CEPOTOHNHOBbLIV CUHAPOM

Mcuxunyeckune 3abonesaHns

McuxoTnyeckne paCCTpOIZCTBa, aenpeccwus, 6I/II'IOJ'I$IpH06 paCCTpOI?ICTBO, CUMYNATUBHOE paCCTpOI?ICTBO,
KOHBEPCNOHHOE paCCTpOIZCTBO

Tabnuua coctaBneHa asTopamy No AaHHbIM UCTOYHUKOB [5—11]

Mpumevanue: * B rpynny BKIIKOYEHbI MPUOHHbBIE 1 HEMPUOHHbIE HEMPOAEreHepaTBHbIE 3a60NeBaHus.
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MATEPWATJIbl N1 METOObI

[oncK Hay4YHOM UTepaTypbl BbIMOHEH B 3NEKTPOHHbIX OU-
onnorpadundeckmx 6asax aaHHbIX Ha pycckom (elibrary,
CyberlLeninka) n aHrnunckom (Web of Science, Scopus,
PubMed) sabikax.

MoncKoBbIe 3aMPOChI BKKOHYaNM B Cebs1 CNOBa U X KOM-
OuHaumn:  BbICTPONPOrpeccHpytollas AeMeHLMs:; BbICTPO-
nporpeccupytollas 6one3Hb AnbUrenmepa; KOrHUTUBHbIE
HapyLweHns; ouddeperumansHas auarHoctuka; rapidly pro-
gressive Alzheimer’s disease; rapidly progressive dementia;
cognitive impairment; differential diagnosis. my6buHa novicka
coctasuna 10 ner.

Kputepuamm BKItOHeHUs Nybankaumii nsa aHanmaa obiim
NUTepaTypHble CcucTemMatTudeckne 0630pbl 1 MeTaaHanu-
3bl C UHpOpMaLmen o npuinHax B, 6eicTponporpeccu-
pywollen BA 1 OnarHOCTUYECKMX MeTodax, MCMoNb3yeMbiX
ONs yCTaHOBNEHUS 3a00NeBaHNA N COCTOSAHIS, BbI3BaBLUE-
ro passutue BINI; opurinHaneHble AaHHbIE (CTaTbK) C pe3yrb-
TaTamu nccnefoBaHns npuHrH pagdeutua BHO. Kputepnsamu
HEBKJIOHEHWSA:  OMnyb/IMKOBaHHbIE TEOPETUHECKNE MOOENN,
TE3UChl, MaTepuasbl KOHMepPeHUUI.

PESYJILTATBI 1 OBCY>XKAEHWE

XapakTtepuctuka BN v oCHOBHble NPUYUNHbI €€
passuTuA

BonblwnHCTBO mccnegoBatenen nogpadymesaeT nog Bl
pPa3BUTNE KOMHUTUBHOIO CHUXKEHWS 1 ero BbICTPOE Nporpec-
CUPOBaHME OO0 CTENEHW OEMEHUMM B TeYEHNE OTHOCUTENBHO
KOPOTKOrO BPEMEHW: He 6onee 2 f1eT, a B OONbLUNHCTBE Cly-
4aeB — HECKOMNbKO Heaenb nn Mecaues [8—10]. OgHako cne-
OyeT MOOYEepPKHYTb, YTO eanHble Kputepun Bl oTCcyTCTBYHOT,
MO3TOMY CBeAeHVst O HYacToTe BeTpedaemocTy bl v ocHoB-
HOW ee 3TUONOrN OOCTAaTOYHO BapuadbenbHbl.

Tak, cpegn npuynH passutus Bl BblAensoT NPpUOHHbIE
3ab0neBaHVs, HempoaereHepaTnBHble 3ab0NEBAHNSA HEMNPU-
OHHOW 3TUONOUM (B TOM 4K1ce BbICTPONPOrPECCUPYIOLLLYHO
BA), cocyancTble, MHMEKLIMOHHBIE, BOCNANUTENBHbIE N ayTO-
VMMYHHbIE, OHKONOrnM4ecKre 3abonesaHns, Metabonmy4eckme
1 oedurLmTapHbIE HApPYLLEHNS, SHOOKPUHHbBIE PACCTPONCTRA,
TOKCUHYECKME U ATPOrEHHbIE HAPYLLEHUS, MCUXNYECKMe 3a00-
nesanus. B Tabnuue npeactasnieHbl 3ab0NeBaHNA 1 NaToo-
rM4YeCKne COCTOsHUS, NpuBoasue K BId, 4To He ucknto-
YaeT Hanudme Opyrux, 6ofnee peokyx Matonornin, KOTopble
MOTyT 6bITb NPUYMHON ee pasBuTus [8—11].

Hanudve LWnpoKoro cnekTpa mnaTtofiorui, ChoCOBHbIX
BbI3biBaTb pa3sutune bl[, aukTyeT HeobxoaMMoCcTb And-
dhepeHumpoBaTh BbICTPOMPOrPECCUPYOLLYD BA He TONbKO
¢ BKA n HenpopgereHepaTtnBHbIMK 3a601€BaHVSAMU (OEMEH-
umen ¢ tenbuamm Jlesu (ATJ1), no6GHO-BUCOYHOM AereHepa-
uven (J1BL), kopTukobazanbHOM AereHepauuven), HO U co
MHOrUMW Apyrumn 3aboneBaHuamu. B cBsasuM ¢ 4em BO3-
pactaeT NOoTPebHOCTb B COBEPLUEHCTBOBAHUM 3HAHUN Me-
OVLMHCKMX CneynanncToB o GeicTponporpeccupytoLlen bA
1 ee oupdepeHLMansHOM ONarHOCTUKE C APYron 3Ha4YMMOM
atmonorven BIO: uepebpoBacKynapHOW naTonornemn, mH-
heKUMOHHBIMY, BOCNANUTENBHBIMU 1 @Y TOMMMYHHbIMI 3a-
BoneBaHNAMU.

BA kak npuuuHa passutus bl

YuutbiBas, 410 DA 4BNSEeTCA pacnpocTpaHeHHbIM  HeWn-
popereHepaTuBHbIM - 3a00MIEBAHNEM U CHUTAETCS OAHOM

13 OCHOBHbIX MPUHMH Pa3BUTUA OEMEHLMN, e HacTo paccMma-
TpuBatoT npu auddepeHumansHon anarHocTtuke B [12].

CnenyeT OTMETUTb, YTO KMHUYECKME MposABReHus BA
MOryT ObITb pPasdnnyHbl U 3aBUCAT OT BpeMeHu aebrota 3abo-
nesanus 1 dopmbl BA. BbigenstoT gebtoT BA ¢ paHHUM (0o
65 neT) 1 No3aHNM Havanom (nocne 65 net). CornacHo Kpu-
Tepusam MexxayHapogHom paboyen rpynnbl 2014 roga cpean
dopm BA npeacTaBneHsl cnegyowme: TUnNMYHas, atmnmyHas
(No6HbIN BapunaHT BA, NOroneHnYecknin BapmaHT cruHapomMa
nepBUYHO-MPOrpeccupytoLLet adasnn, 3aOHsaa KOpKoBad
aTpodus) n cmellaHHas [13].

TunnyHbIN BapraHT TedeHnsa BA, KOTOPbIN MOXHO Ha3BaTb
KNaCcCUYeCKNM, XapaKTepudyeTcst MeANEHHbIM MpPOorpec-
CUPOBAHMEM; OLEHKA ANHAMUKM WN3MEHEHWUA KOMHUTUBHbBIX
hyHKUMIA MO AaHHBIM HENPOMCUXONOrMHYEeCKOro TeCTUPOBA-
HUSA OEMOHCTPUPYET CHKeHne 6annoB no KpaTkonm Lika-
ne OueHKn ncuxmdeckoro ctatyca (Mini-mental  State
Examination (MMSE)); Hopma — 28-30 6annoB) B cpeaHem
oT 2 00 4 v bonee B rof, 4To Yeped 8—10 NeT NpuBOANT K TEP-
MUHaNbHOM CTaaun 3abonesaHns — Tshkenon gemenumm (10
1 MeHee Bannos no MMSE) [14, 15]. OgHako CyulecTByeT
1N OpYyron BapuaHT TedeHus BA — ObICTponporpeccupyro-
wwmn. Tak, rpynna skcneptos, M.E. Soto et al., Ha ocHoBaHun
MPOBEAEHHONO CUCTEMATUYECKOrO 0630pa AaHHbIX, B KOTO-
pbi Bbina BkNo4eHa 61 cTatbd, onybnmkoBana KOHCEHCYC-
HbI [OKYMEHT, COrflaCHO KOTOPOMY MpeffiaraeTcst NoTepto
3-x 6annos unn 6onee no MMSE B Te4eHMe LLIECTU MECSLIEB
1NCMONb30BaTbh B Ka4eCcTBe 3MMUPUYECKOrO OnpedeneHns
ObICTPOr0 CHUKEHUS KOFHUTUBHBIX (DYHKUMA Y MNPUMEHATL
B PYTVHHOM MEOVLIMHCKON MPaKTUKE A8 MPUHATUSA KIVHNYe-
CKUX PELLEHNI Y NALMEHTOB C NIENKON U YMEPEHHO TSXKenom
dopmoit BA. IMpu 3TOM OCTUXKEHVE TEPMUHANBHOW CTaanm
(TSKenown gemMeHUMn) 1 MHBaNMamM3aLUmMm nauneHTa ¢ yTpartomn
camMmocToATeNbHOCTY Npuv BN nponcxoanT 3Ha4NTENBHO Obl-
CcTpee, B cpedHeM 3a 2-3 roga [16].

Mo paHHbIM C. Schmidt et al., y 3Ha41TenbHOM gonn na-
LIMEHTOB MOXET HabnoaaTbcst 6bICTPOE NPOrpeccpoBaHe
BA. Tak, B NpoOoibHOM OBYXJIETHEM UCCAea0BaHUN Habo-
nann 686 naumeHToB C NEerkom 1 ymepeHHom ctagmen bBA,
npu atoM y 30% naumeHTOB OTMeYann CHUXKEHUE KOMHMW-
TVBHbIX PYyHKUMIA no MMSE, npesbiwatoulee 3 6anna B rog,
47O ObINO B ABa pasa ObiCTpee, YeM CpedHuit nmokasartesb
BCEWM KOropTbl. ITO AEMOHCTPUPYET BbICOKYKD pacnpocTpa-
HEHHOCTb JaHHOro Tuna TedeHnsa 3abonesaHng [17].

B uenom BavsHve Ha Temn nporpeccupoBaHng BA mo-
ryT OKasblBaTb BAUSHUE Takve (hakTopbl, Kak MeauLHCKast
1N coumanbHas NOAdepXKa MaumeHTa, reHeTudeckas npen-
pPacnonoXeHHOCTb, a Takxxe COonyTCTByloLasa LiepebpoBa-
CKynspHas 1 gpyrasg KoMopbuaHasa natofnorusi, 0CO6eHHO
B CTagun AeKomneHcaunn. Tak, HanpuMep, Hanmime NHCYb-
TOB B aHaMHe3e W/MNM XPOHUHECKOM ULLIEMUN FONIOBHOMO
mMosra (XVIMM) MOXXET 3Ha4UTENBHO YCYyrybnaTh KNMHUYECKME
nposieneHus BA 1 npuBoanTb K 60/1ee BbICTPOM yTpaTe camo-
CTOATENBHOCTY 60NBHOMO; 6€3YCNOBHO, YTO B AAHHOM Cllyyae
TeMN NPOrpeccrpoBanHng 3abonesaHns 6bynet Bbiwle [17, 18].

OpHako crnefyeT NOOHEPKHYTh, YTO B 6OMBLUMHCTBE CIy-
4YaeB ObICTponporpeccupytoLlad bA BCcTpedaeTes y naumeH-
TOB 00 65 neT, To eCTb NpKY paHHeM AebroTe 3abofeBaHs.
BA gaBnsetca 3aboneBaHveM, KOTOPOE MepenaeTcsa no Ha-
cneacTny. Tak, HacneacTBeHHble hopmbl cocTaBnaT 10%
OT 006LLero Konuyectsa naumeHToB ¢ BA (ocTanbHble cny-
Yam — crnopaguyeckume).

COOTBETCTBEHHO, MOXHO MPEAnONOXKUTb, YTO OAHY
3 OCHOBHbIX POSien B Pa3BUTUN BbICTPOMPOrpPeCCUPYIOLLE
BA urpatoT reHeTnHecKn OeTEPMUHUPOBAHHbIE HApyLLEHNS,
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KOTOpble MPVBOAAT K PaHHEMY HEMPOHANbHOMY MOBPEXAe-
HUKO 1 cuHanTu4eckon aucdyHkumm. Astopammn C. Schmidt,
S. Haik B npoBeggHHOM WCCNEOoOBaHUM YCTaHOBMEHO,
YTO B M3YYEHHOW KOrOpTe NaUMeHTOB C BbICTPONPOrpeccupy-
toLen BA vacToTa annens reHa AnonunpoTtenHa E (ApoE e4)
cocTtaBuna 23,1% [18]. ApoE aBnsieTca Hanbonee BaXKHbIM re-
HETMYECKNM (DaKTOPOM puUCKa criopagmyeckon opmsl BA.
[eHoTUN APOE BNUSET Ha CPOKM Hadana passutus 3abone-
BaHVs;, NpegnonaraeTcs, 4YTo reH ApoE annenb e4 mano pac-
MPOCTPAaHEH Cpean NaLMEHTOB C ObICTPOMNPOrPECCUPYOLLIEN
dopmoit BA. Tem He MeHee BOMPOC O TOM, CBA3aH N reHOoTUN
ApPOE ¢ nporpeccupoBaHem bBA, Bce elle ocTaeTcs npea-
METOM AncKyccui [16].

BonblUMHCTBO nccnepoBaTenen OTMeYaroT, YTO Mpu-
4YMHOWM, Nexkallel B OCHOBE ObICTPOrO MpPOrpeccupoBaHms
BA, aBnaetca Hanu4me Taxenom amunongHom aHrmonaTum,
KoTOopast cnocobCcTByeT 6onee ObICTPOMY MOBPEXAEHNIO
HEPOHOB MOIOBHOMO MO3ra, YTO KMHUYECKW MPOSBNAETCA
CTPEMUTENBHBIM CH/KEHNEM KOMHUTUBHbBIX PyHKLMA [19, 20]
MO CPABHEHMIO C KNACCUHECKM BapnaHToOM pasBuTust BA.

CnepyeT OTMETUTb, YTO AN ObICTPOMNPOrPECCUPYHOLLIEN
BA xapakTepHO OnhdysHOe NOparkeHne rofoBHOO MO3ra,
KOTOPOE B MEPBYIO O4epedb 3aTparnBaceT KOPKOBbIe OTAESbI
[21]. B cBA3M C YeM KNnHMHECKasa KapTuHa, KPOME Hanm4ns
ObICTPOMPOrPECCUPYIOLLINX KOMHUTUBHbIX HapyLleHun (KH),
XapakTepusyeTca NpUcoeauHEHeM Opyrnx HeBpOnorye-
CKMX CUMMTOMOB, CPEAN KOTOPbIX MOryT ObiTh ABUraTENbHbIE
PACCTPOVCTBA C MOPaXKEHNEM MUPAMUOHON 1 aKCTpanupa-
MUOHOM CUCTEMbI (B 6GOSbLIEN CTEMEHN), SMOLOHANBHO-
Bonesble HapyuleHus [22]. Mo gaHHbiM D.A. Loeffler et al,,
y NaumeHToB ¢ BbicTponporpeccupytoLlen BA moryT Habno-
natbcsa 6o1ee paHHME NoBEOEHYECKNE U MCUXOTUHECKME Ha-
PYLLUEHMS, MPU 3TOM KIMHWYECKME MPOSBAEHNSA ObICTPOMPO-
rpeccupytollen BA MoryT ummutnposaTb BKH, 4TO BbI3biBaET
OMarHOCTUHECKME CNOXHOCTK [23].

B yctaHoBneHun gmarHo3da ObICTPONPOrPeCCUPYOLLEN
BA cnoxxHO onmpaTbCsa Ha KAMHUYECKYKO KapTuHY, KOTopas
MOXET ObITb pPasHoobpa3Hon. 10 3TOM MPUYNHE OTANYM-
TenbHbIMN AndepeHLmansHbiMi OCOBEHHOCTAMK BbICTPO-
nporpeccupytollen BA ot Bl gpyron 3Trmonorum MOoXxHO
Ha3BaTb W3MEHEHWE KaK HepOBU3yann3aumoHHbIX, Tak
1 nabopatopHbix 6romapkepoB. Cpean Hanbonee TOYHbIX
METOLAOB HENPOBU3YyaNn3aLMOHHON ONArHOCTUKN BbIAENSOT
MO3UTPOHHO-3MUCCUOHHYO ToMorpaduto (M3T) ¢ auraH-
namn Geta-amunovga (Ap) nam Tay-npotenHom (tau), MIT
¢ "®F-chTopaesokcurnoxkoson (BF-PIN); B To Bpems kak MPT
FONOBHOMO MO3ra npu BeicTponporpeccupytoLlen BA He 06-
NafaeT YeTKMMU CheundUHecKMN Npu3HakamMmu. YduteiBast
XapakTep nopaxkeHus npu BbiICTponporpeccupytoLlen BA,
no AaHHbIM HerpoBuayanuadauumn (MPT ronoBHOro mMoara) oT-
MedaeTcst Hanmdne anddy3sHbIX aTpPoOPUHECKNX NBMEHEHWI,
KOTOpble BbICTPO HapacTaroT Npu ANHAMUNYECKOM Habmoae-
Hun. B PO M3T ¢ nuranpgammn 6eta-amunonga (Ap) nnu tay-
nPOTenHOM (tau) ocTaeTcs, K CoOXKaneHuo, He4OCTYMHbIM Me-
TOOOM AMarHoCTuKK, B otnmdne ot M3T ¢ ®F-Ol, koTopast
Tak>ke YyBCTBUTENbHA K M3MeHeHnam Npu BA. M. Ba, X. Liet al.
ObINIO YCTAHOBEHO, YTO NpY NPOBEAEHNN MO3UTPOHHO-3MUC-
cvoHHon Tomorpadum (M3AT) ¢ ®F-phToPaE30KCUMIIOKO30M
("F-®IN) oTMeYeH pernoHanbHO-cneunuIecKnii rmnomeTa-
©0n13M B NEBOW YrNOBOW U3BUNHE 1 NEBOW BUCOYHON KOPE
FONIOBHOMO MO3ra [24].

B HacTosLee Bpems BedyLLytO poJSib B MOCTaHOBKE Aua-
rHo3a BA, B ToM vucne beicTponporpeccupytoLLen BA, nrpa-
0T nabopaTtopHble OMOMapKepbl, a UMEHHO OuoMapKepsbl
B OMOMOrMYECKMX XXUOKOCTSX, Cpean KOTopbIX Hambonee
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TOYHbIE OMArHOCTUYECKME MOKasaTenu 3aperncTpupoBaHbl
ons uepebpocnuHansHom xunakoct (LICXK): AB42, p-tau217,
p-tau181, p-tau231, cooTHoweHns p-tau181/Ap42, t-tau/AB42,
AB42/AB40. Mpn 3TOM OTMEYEHO, YTO 3aHVXKEHHBIE KOHLEH-
Tpaummn Ap42 B LICXK, 6onee HM3KMiA ypoBEHb COOTHOLLEHUA
AB42/AB40, a Tak>Xe MOoBbILLIEHHbIE NnoKasaTesin COOTHOLLe-
Hus p-tau181/AR42 mMoryT BbiTb CBA3aHbI C 6onee ObICTPbIM
CHVKEHVEM KOTHUTUBHbIX (PyHKUMI. Kpome Toro, y naumeH-
TOB C BbICTponporpeccupytoLLen BA bbiav nokasaHbl 6o1ee
BbICOKME YPOBHM p-tau, 4eM Y MaLUMEHTOB ¢ TunnyHom BA [22].

Tak>ke aKTMBHO M3yHatOTCA MoKasaTenm nnasmbl KPOBU
B AnarHoCTuke BA, B TOM uncne n BbICTPONPOrpeccupyro-
wen. Tak, B npogonsHom nccnegoBaHnm M.E. Soto et al., B ko-
TOpOe BbIM BKKOYEHbI 122 naumeHTa ¢ BA, HabntoaaBLIMxcs
B CpeaHeM B TeYeHne 4,2 (2,6) roga, bbina obHapy»xeHa CBsA3b
Mexay BGrnomapkepamn naasmbl KPOBWU 1 CKOPOCTBIO MPO-
rpeccupoBaHus 3abonesaHns. bbino oTMe4veHo, 4To 6onee
Hu3kne yposHU AB40, AB42 Gblin CBA3AHbI CO 3HAYUTESBHO
Bonee BbICTPbIM CHUKEHVEM KOMHUTUBHBIX (DYHKLMIA [16].

B HacTosawmin  MOMEHT MNaTOrEHETUHYECKOro NEeYeHUs
aona GbicTponporpeccupytollen bA, kKak 1 ansg TUNUYHO-
ro BapuwaHTa BA, He cyllecTByeT, MO3TOMY WCMNONb3yeT-
Ce CTaHOapTHasd aHTUAEeMeHTHasd Tepanusg, HanpasfeHHas
Ha 3aMeffIeHne NporpeccnpoBanms 3abonesaHns. OTMETUM,
4TO Mpu BbICTpoONporpeccupytoLLlen BA pekomergosaH 60-
nee paHHWUIA Nepexon, Ha KOMOVHNPOBAHHYIO Tepanuio — CO-
YeTaHne HrMBUTopa XONMHICTEPasbl U MeEMaHTUHA [25, 206].

Llepe6poBackynspHas natonorns Kak npudnHa
passutusa B,

LlepebpoBackynspHasa naTtonorus, Hapsiay ¢ HempoaereHepa-
TVBHbIMW 320601€BAHNSAMU, SBASETCS YaCTOM NPUHUHON pas-
BUTUS BbIPA>KEHHOW KOTHUTUBHOW OUCHYHKLMM (EMEHLNN).
BoNbLWMHCTBO COCYANCTLIX 3a60MeBaHVn rONOBHOMO MO3ra,
BKJIHOYas Takme, Kak MyNsTUNHAPKTHOE MOpaXkeHne rosios-
HOMO MO3ra, UHCYMLTbl B CTPATErMYeCKON A8 KOMHUTUBHbBIX
dyHKUMIA 30He, uepebpanbHas ayTOCOMHas OOMUHAHTHasA
apTepronaTnsa ¢ NOAKOPKOBbIMU MHAPKTaMU 1 NENKOSHLLE-
danonatmen (CADASIL) n Backynutel LIHC, MOryT BbI3biBaTb
passuTne Bl [26].

CnenyeT OTMETUTb, YTO B MEPBbIV rof, NOCNE UHCYNbTA
fonee 4em y MOMOBMHbI MALMEHTOB OTMEYaEeTCs Hanu4ve
KH. OgHako mpu OTCYTCTBUX APYron COMyTCTBYHOLLEN CO-
CYLAMCTON, HEMPOAEreHepaTUBHOM UM COMATUHECKON NaTo-
norun nporpeccupoBaHme KH, kak npaBuio, He NPOUCXoamT,
N Oaxke, HaNPOTUB, MOXXET OTMeYaTbCA NONOXKUTENbHASA On-
HaMrKa Ha (QOHEe MPOBOAMMbBIX PEabUAUTALMOHHBIX MEepO-
npuaTuin. B To »ke Bpems Mpy Hannm4mm NOBTOPHbIX MHCY/BTOB
VNN KOMOPOUOHOM NaToNornm MOXET HabntoaaTbCca ObICTPOE
CHVKEHVE KOMHUTUBHBIX (DYHKUMA [27]. Takxe BTOPU4HbIE
MOCTUHCYNBTHbIE OCIOXHEHWS, TakMe Kak Cyaoporu, MoryT
CnoCcoBCTBOBATh YCKOPEHMIO TeMna nporpeccnpoBaHmsa KH.

BaxkHyto ponb B passutum Bl nrpaet Hann4ne nHcysb-
Ta B CTPATErMHECKINX A5 KOTHUTUBHBIX (DYHKLNIA 30HAX, K KO-
TOPbIM OTHOCATCHA Tanamyc, yrnoBas U3BUMHA, XBOCTATOE
A0P0, NMBUYeckas cuctemMa, NpedpoHTanbHas kopa 1 Me-
OuaneHble OTAeNbl BUCOYHBbIX OONen. Tak, mpu noparkeHuu
Tanamyca, B 3aBMCMMOCTU OT HapyLIEHUs KPOBOOOPALLEHNS
onpeneneHHon apTepum, a TakxKe CTOPOHbI MOPaXkeHus, Mo-
ryT HabNOaTbCHA: CHUDKEHWE MaMATY Ha TekyLme CobbITus
(Kak CnyxopeveBon, Tak U 3PUTENbHOM), HapPyLUEHWE OpW-
EHTUPOBKM BO BPeMeHM, adhasnsi, akMHETUHECKNA MyTU3M,
HapyLleHe c4eTa, HapylleHue pPerynartopHbiX YyHKLMNA,
CUHOPOM  UFHOPUPOBAHNS, HAPYLLIEHUE KOHCTPYKTVBHOIO
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npakcuca, HemponCuxnMaTpU4ecKne CUMMITOMbI 1 Apyrue He-
BPOJIOrMYECKMe CUMMTOMbI (Hanpumep, rna3onsuraTesibHble
HapyLueHus) [28].

JledeHne uvHCynbTa 3aBUCUT OT €ro Tuna W BKJIKYaeT
B Cebs He TOMbKO Cneunuyeckyto Tepanmio, HO 1 BTOPUY-
HYIO MPOMUNAKTUKY UHCYNbTA (KOPPEKLIMKO OCHOBHbIX hak-
TOPOB pUCKa), peabunmtaumoHHble mMeponpuatuga. Cnegyet
OTMETUTb, YTO BO3MOXXHbI MOSHbIA NN YaCTU4YHbIN perpecc
CUMMATOMATUKN ByAET 3aBUCETb OT TAXECTN UHCYLTA, JIOKa-
nn3aumm ovara NoOPaXkeHns, afexKBaTHOM Tepanin, OOMKHON
NPOPUIAKTUKINA MOCTUHCYBTHBIX OCIOXHEHW 1 peabunmra-
unn naumenTa [27, 28].

CuHapom LiepebpanbHom ayTOCOMHO-AOMUHAHT-
HOW  apTepuonatmm C  MOOKOPKOBbIMK  MHDapKTamm
1 nerkosHuemanonatnen (cerebral autosomal dominant ar-
teriopathy with subcortical infarcts and leukoencephalopa-
thy — CADASIL) Takxke MOXeT BbI3biBaTb pa3sutue BI1.
CADASIL — Hanbonee pacnpoCcTpaHeHHOe HACNeACTBEHHOE
3aboneBaHne MefKMx COCyOOB FOfIOBHOrO MO3ra, xapakTe-
PUBYIOLLIEECA HEeaTEPOCKNEPOTUHECKON W HEeaMUIOMAHOM
OnbdysHON aHrmonatTen ¢ NPenMyLLECTBEHHbBIM MOpaXke-
HNEM MENKUX U CPEAHNX MEHETPUPYHOLLMX 1N NENTOMEHWNH-
reanbHbIX apTepuii [29]. KnnHudeckn gaHHas apTepuonaTuns
MPOSABAAETCA MAMPEHBIO C ayPOW, MOBTOPSAKOLLIMMNCS CyOKOP-
TUKaNbHbIMU ULLIEMUHECKNMW UHCYABTaMU U/VIAN MHCYABTONO-
[06HBIMY 3nn3odamu, apdeKTUBHbIMN HapyLLeHuaMn 1 KH.
KorHutrBHaa OMCYHKLMA Npu 9TOM 3aboneBaHun onpe-
nengetca npumepHo y 50% naumenToB. OHa NpeacTaBnseT
COBOV NPOrPECCUPYIOLLYO AEMEHLMIO MOOKOPKOBOro Tuna.
YMepeHHble KH, BKtoYatoLLme yXyaLleHne NCOHNTENbHbIX
hyHKUMIA, MaMATY 1 BHUMaHNS, BO3HUKAKOT Y NaLMeHTOB 3a-
[OAr0 40 NOSBNEHUS CyOKOPTUKabHbBIX NLLEMUYECKIX CODbI-
T [29, 30].

Ha marHnTHO-pe3oHaHcHom Tomorpadum (MPT) ronos-
Horo mogara y naumeHtoB ¢ CADASIL 06biMHO BbISBNAETCS
[BYCTOPOHHUI CUMMETPUYHBI AU DY3HbIN Nerkoapeos, Co-
MPOBOXAAIOLLMNCHA MHOXECTBEHHBIMU TaKYHaPHbLIMU MHGap-
KTam/ B MOAKOPKOBOM U MEPUBEHTPUKYNSAPHOM 6e0M Be-
LecTBe, 6a3anbHbIX FAHMNSAX C ABYX CTOPOH. XapakTepHbIM
nposieneHnem CADASIL aBnseTcs  rMnepuHTEHCUBHOCTb
B pexume T2/FLAIR B nomtoce BUCOYHOW OOMW, HAPYXXHOWN
kancyne n mosonmcTom Tene [30].

B HacToslee BpemMsA reHeTn4eckoe TECTUPOBAHME CHU-
TaeTca BedyLLUMM METOAOM AMArHOCTUKM 1 MOATBEPKOAEHNS
CADASIL. MyTauun reHa NOTCH3, a Takxe B bonee peakmnx
cnydaax — reHa Arg332Cys ob6ycnoBnuBaroT pasButue 3a-
tonesaHusa [30].

Ha coBpemeHHOM aTane ans 3abonesaHns He paspaboTa-
HO NleYeHns ¢ AoKa3aHHOM a(hHEKTUBHOCTLIO. [Icnonb3yeTcs
cUMATOMATUYECKas Tepanus 1 cTpaTers ynpaBneHns cocy-
OUCTbIMN hakTopamn pucka. B oTaenbHbIX nccnegoBanHusax
[31] BbIIM OTMEYeHbI YNyYLLIEHNSA NoKadaTenen NCnoHUTENb-
HOW (DYHKLMN NpU NMpueMe AOHene3unna, OgHako KAVHUYe-
CKas 3HAYMMOCTb 3TUX PEIYNLTATOB HE sicHa 1 TPebyeT Aasb-
HEWNLLVX MOATBEPXKAEHWU.

Mpu nepsudHoM Backynute LIHC y 6onblumnHcTBa nauu-
EHTOB HabNaaeTCs OCTPO BO3HMKLLME KH, KOTOpbIe BbICTPO
MPOrpeccupytoT OT 2 Hed. Ao 12 MecC. U 4acTo CoYeTaroTCs
C FONoOBHOW 60/bO, ABUrateflbHbiIM AeuuUMTOM (Femuna-
pes), HapyLleHnaMN peydn (adasus), cyooporamu, Hapylle-
HUSAMU 3PEHVA U CUMMTOMaMK, CBA3AHHBIMU C MOPaXKeHneMm
CMUHHOIO Mo3ra. VIHCynbThl, B Criydae nx passutus, 06bI4HO
MHOXXECTBEHHbIE 1 ABYCTOPOHHME. B 3aBUCMMOCTM OT Kn-
HNYECKON KapTUHbI MOXHO KOCBEHHO CyAUTb O TOM, Kakue
cocypl MoparkeHbl. B cnyyae nopaxkeHns cocyaoB KPYyNHOrO

Kanmbpa npeobnagarT CUMMTOMbI, CXOXUE C WHCYLTOM
1 Q4aroBbIMU HEBPONOMMYECKUMI CUMATOMaMK, a B Criydae
MOPaXKEHNST MENKNX KPOBEHOCHbBIX COCYAOB Yallle BCTpe4a-
IOTCS CUMMTOMbI, CBA3aHHbIE C HAPYLUEHUEM KOMHUTUBHbBIX
hyHKUMI 1 snnaenTUHeCcKnMn npunagkamn. Mpu gemeHumn,
06YCNOBNEHHOW HATMHYMEM BACKyIUTA, HECKOMBbKO Hallle, YeM
npy apyrux Tmnax gemMenumn, BCTpevaeTcs Ledanrniecknia
cuHApoM. Elle ogHoM 0CcOBEHHOCTLIO ABAsieTCs bonee Obl-
CTPOe NPOrpeccupoBaHrie KOrHUTUBHbIX paccTponcTs (BIr4):
He rofpbl, Kak 370 ObIBaeT NpY AeMEHLMAX NePBUHHO-AEreHe-
paTMBHOIO reHesa, a Mecslpl v gaxke Hegenu. pu aTom
XapakTep HEBPOSIOMMYECKMX PACCTPOMCTB 3aBUCUT OT TOM
obnacTu, KoTopas nopaxkeHa, a Mpu3Haky CUCTEMHOro 3a-
©oneBaHMsa MOryT OTCYTCTBOBaTH [32].

Mpu anddepeHumansHON OMarHOCTUKE NEPBUYHOMO Ba-
CKynnTa HEOOBXOANMO UCKIIKOUNUTL NHDEKLIMOHHBIE, 310KaYe-
CTBEHHbIE WM CUCTEMHbIE BOCManMUTeNbHbIE 3a60EeBaHUS,
a TakXe CUMHAPOM obpaTumon LepebpalbHOM Ba30KOH-
CTPVIKLINN.

TunndHeiMn - MP-npu3Hakamn  3ab60neBaHns  ABNSAKOT-
CA MyNbTUDOKANbHbIE ABYCTOPOHHME O4arn B pexume T2
mnu FLAIR B KOPKOBOW 1 MOOKOPKOBOW 06NacTsx, a Takxke
B ry6oKoM 6enoM 1 CepoM BelecTBe (6asanbHbIX raHrm-
ax). Ons yTOYHEeHUs BU3yanv3aumMOHHON KapTWHbI UCMOSb-
3yetca KT- nnn MP-aHrrnorpadus. 9ToT MeTon, NO3BOASET
BbISBUTb M3MEHEHNSA B OCHOBHOM B KPYMHbIX KPOBEHOCHbIX
cocyfax B BUAE YTOMLWEHUSA CTEHOK U BHYTPUCTEHOYHOMO
MOCTKOHTPACTHOrO OTeKa Kak Mpu3Haka akTVBHOrO BaCKy-
nuTta. [py nokanuaaumn nopakeHus MNPenMyLLECTBEHHO
B OMCTanbHbIX OTAenax (Menkue cocymbl) 1 B CUCTEME 3a-
[OHVIX MO3roBbIX apTepuit 60nee 4yBCTBUTENbHLIM METOAOM
aBnaeTcs LepebpanbHasa aHrnorpadus. [Mpy 3TOM «30/0TbIM
CTaHOApPTOM» A5 YCTaHOBEHVS AnarHo3a asnsaercsa 6uon-
CUS FONOBHOMO MO3ra C MMCTOMOrMHYecKon Bepudrkaumen
obpasLoB TkaHu [33].

Hann4ne BO3MOXXHOCTU HACTYMIEHUSA PEMUCCUN NPU Mep-
BUYHOM BACKy/MTE MOOYEPKMBAET 3HAYMMOCTb NMPOBEAEHNA
o depenumansHon anarHocTukn BIL. JledeHne BknovaeT
KOPTUKOCTEPOUAbI WU/ LUTOCTATUKN (0ObIMHO LMKNIOMOoCc-
hammp); Tepanmio NPoJoMKaKOT B TeveHre 6-12 mec. nocne
OOCTMXXEHNA pemuccun [34, 35].

WHekunoHHbIe 3a60n1eBaHNSA Kak 3TUONOrmyeckue
c¢hakTopbl passutus b

VIHheKLMOHHbIE 3aboneBaHns SBNAAKOTCS OOHOM U3 4aCTbIX
npuianH passutnga BIO, a B page nccnegoBaHWin OHW npe-
BaNMPYIOT Hag OCTaNbHbIMU MPUYMHAMN PadBUTUS BbICTPO-
MPOrPECCUPYIOLLIErO KOrHUTUBHOIO aeduumTa [7]. BeposaTHo,
3TO CBS3A@HO C TEM, YTO rpynnbl MALUMEHTOB, BKJIHOYEHHbIE
B JaHHble UCCnenoBaHns, B 60MbLLEN CTeNeHW NpeacTaBne-
Hbl NtoapbMK BoNee MONOAOr0 BO3pacTa, Cpeam KOTOPbIX MH-
EKLIMOHHbBIE 1 BOCMANUTENbHbIE 3a601€BaHMS BCTPeYatoTCs
3HAYUTENBHO YHallle, YeM HeMpoaereHepaTBHasa NaTonorns.

bakTepuanbHble, BUPYCHblE, MPUOKOBbIE W BbI3BAHHbLIE
NPOCTENLLNMY MHMEKLIMM FOMIOBHOrO MO3ra, npuBoAsLme
K pasBUTUO OEMEHLNN, XOPOLLUO W3BECTHbI; COOTBETCTBY-
fOLLME OaHHble NMpeacTaBneHbl B Tabnuue. B 60AbLUMHCTBE
cnyyaeB nHpekumn ¢ nopaxxeHem LIHC xapakTtepuaytotca
OCTPbIM Ha4anom, HO BCTPEeYatoTCsl BapuaHTbl MOAOCTPOro
1 XPOHMHECKOrO TeveHus [36].

[NocTaHoBKa amarHo3a sHuedanmTa, BbI3BaHHOrO NHMEK-
LIMOHHBbIM 3ab0neBaHMEM, B OCTPOM MEPUOAE MOXET BbI3bl-
BaTb 3aTPYAHEHUS, Tak Kak KIMHUYECKME CUMMTOMbI HeCMe-
LMUYHBI 1 MOTYT BKOYaTb pPasdinyHble HEBPOMOrMHECKMNE
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NPOSIBNEHUS UMW OaXKe He BKKYaTb Ux BOOOLLE (Mpu abop-
TnBHOM (hopme). CrnedyeT OTMETUTb, YTO ONS MaLUMEHTOB
C VMHMEKLUMOHHBIMY 3a00NEBAHNAMN XapPaKTEPHO HE TOMbKO
HanM4Me HeBPOMOMMYECKOM CUMATOMATUKN (MEHNHIeabHble
06LEMO3roBble 1N 04aroBble HEBPOMOMMYECKUE CUMMTOMBI),
HO 1 OBLLUENHMEKLMOHHOIO CUHAPOMA (TMNepTepMus, U3-
MEHEHNS B NMepuepuHeckon KPOBU, KOXKHbIE BbICbINaHUS,
Taxnkapous, TaxunHos un gpyrmue nposisnenus) [37]. Takxke
MOXET OTMEeYaTbCsa MOPaXkeHNe APYrMxX OPraHoOB U CUCTEM.
Tak, Hanpumep, npu Bone3Hn Yunnna, Kotopas OTHOCUTCS
K PEOKUM MHPEKLMOHHBIM 3a00N1eBaHNAM I MOXKET ABNSATLCA
npu4nHoOM passutua BN, oTMedaeTca Hannune nopaxkeHns
HECKOMBKMX CUCTEM: XXENyOOHYHO-KULLEYHOW, AbIXaTenbHOWN,
CcepaeyHO-CoCyaMNCTON, HEPBHOW, a TakxXe rnas 1 CyCTaBoOB.
[Mpy 3TOM OCHOBHbBIMX HEBPOSIOMMHECKUMU MPOABAEHNAMM
ABNSIOTCA: AeMeHUMs, CynpaHykneapHas odTanbMonnerms
1 MUOKOHUS [37].

CnegyeT OTMETUTb, YTO WHMEKUMOHHOE 3aboneBaHue
B Ka4eCTBe MEPBUYHON MPUHMHBI AEMEHLMM OObIMHO pac-
CMaTpUBaETCHd Kak AnarHO3 UCKIKYeHUs. CHDKeHne Kor-
HUTUBHBIX PYHKLMMA NpY MHAEKLMOHHbBIX  3aboneBaHnsXx,
Kak MpaBuio, He ABNAETCA eAMHCTBEHHbBIM HEBPOOMMYECKIM
CUMMTOMOM U He PasB1BAETCS OCTPO, HO MOXET BbICTPO NPO-
rpeccupoBaTh, YTO MO3BONSET 3aNOA03PUTL MHPEKLIMOHHOE
nopaxkeHne LIHC v TpebyeT npoBeaeHus NioMbanbHOM MyHK-
LMW C NOCNenyLNM NCCNeaoBaHneM LepebpocnvHanbHOM
xungkoctn (LCXK) 1 nckntodeHnemMm noTeHumansHo obpatu-
MOro MHMEKUMOHHOrO npoLuecca. OgHako Ha paHHUX CcTa-
ONAxX NHMEKUMOHHBIX 3aboneBaHnin ogHoro aHanmaa LICXK
4acTo OblBaeT HeOOCTaTOYHO ANS MOCTAHOBKM AMarHo3a,
YTO OUKTYET HEOOXOANMOCTb MPOBEAEHUS OOMNOMHUTENBHBIX
METOA0B NCCNenoBaHns, Taknx kak MPT ronoBHOMO Mo3ra,
3nexkTposHLedanorpadus (33I), anekTpoHenpommnorpaduns
(OHMT) 1 gpyrux [36].

JledeHne 3aBMCUT OT 3TUONOMN MHAEKLMOHHOIO 3a-
boneBaHNA 1 MOXET BK/OHaTb B Cebsi MPOTMBOBMPYCHbIE,
aHTUbaKTepunanbHble 1N Opyrie NekapcTBeHHble NpenapaTbl,
HanpasfAeHHbIE NPOTUB NH(EKLMOHHbBIX areHTOB. Ba>kHo noa-
HEPKHYTb, YTO MPU HaNMYMM NHMEKLMOHHOM MPUYMHBI pas-
BuTKA BN 1 CBOEBPEMEHHO HA4YATOM aIEKBATHOM JleHeHNN
BOBMOXEH ONaronpusATHbIN 1UCXOa 3abofieBaHUs C perpec-
COM CUMMNTOMATUKK, B TOM HYUCIE KOMHUTUBHBIX HAPYLLEHNIA.

BocnanutenbHble U ayTOUMMYHHble 3aboneBaHuns
Kak npuyuHa passutus brna

HecmoTps Ha 1o 4to Bl 6bina BNepBble ynoMsHyTa y na-
LIMEeHTOB Npu paccesdHHoM cknepo3de (PC), oeM1enHn3npyro-
e BocnanuTenbHble 3aboneBanus, Takne kak PC n ocTphbiii
pacCcesHHbIN 3HLeaNoOMNENNT, PeOKO BbI3bIBAKOT pa3BuTue
Br. B aton rpynne Hanbonee 4acTtom NPUHMHOM BOSHUKHO-
BeHus BN/ sBnatoTcsa ayTOUMMYHHbIE aHLedanuTbl (AD) [38].

AD — 3TO reTeporeHHas rpynna uMmMyHOOnoCpeaoBaHHbIX
rnapaHeonIaCTUHECKMX 1 HenapaHeoniacTUYecKmx (ngmuona-
TUHECKIX) SHLE(ANNTOB, HANNYNE KOTOPLIX MPUBOAUT K Pas-
BUTUIO BHLedanonatun. Yumtbisas MynstudokaabHoe nopa-
>KEHVE FONIOBHOMO MO3ra, KMHMKa pasHoobpasHa. NoMmmo
MNOPaXKEHNSA CTRYKTYP NMMMONYECKON CUCTEMBI (MMMONYECKII
3HUEedANUT), KOTOPOE MOXET MPUBOANTDL K HAIMHUIO KOTHU-
TUBHbIX, SMOLIMOHANBHbIX U MCUXUHECKUX HAPYLLEHWN, TaKX
Kak pacCTpOMCTBO MOBEAEHUS (arpeCcCUBHOCTb, pasgpa-
>KUTENBbHOCTD), OENPEeCcCUBHas CUMMTOMATUKA, TPEBOXHOE
PacCTPONCTBO, 0OCECCUBHO-KOMMYbCUBHAS — CUMMTOMA-
TVKa, ranmoumHaumm, NOAOCTPO PasBUBAOLLAACS AEeMeH-
LUMs, aHTeporpagHast aMHe3nsa 1 apyrve, 4acto oTMedaeTcd
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MO3KeYKoBasa gAereHepauvs, sHuedannt bukkepcTadda
1N 3NUNenTUHEeCKNe MPUCTYMbl. TakxXe MOryT Habnogarsca
XOpes C BOBJIEYEHWEM NNLIEBOM MYCKYNaTypbl UM CUHOPOM
aTUNNYHOrO NapKMHCOHM3Ma. Hanbonee nay4eHHbIM 1 pac-
MPOCTPaHEHHbIM CPean AD, UrPaKOLLMX BaXKHYIO POSb B pas-
Butun B, asngetca aHtu- N-metun-D-acnaptat (NMDA)-
PEeLenTOPHbIN 3HLEedhanuT [38].

AHTU-NMDA-peLenTopHbIn 3HLEedanMT nopaxkaeT npe-
VIMYLLIECTBEHHO MONOAbIX (95% 60MbHbIX MOnoXe 45 neT);
Y XKEHLLUMH 3aboneBaHne BCTPEYAETCS Hallle, YeM Y My>KUUH
(80% »>keHuMHbI). B3anmoceasb passutna AD ¢ Hanndvem
TepaTtoMbl AMYHMKA BbISBNAETCS O0nee 4Yem Yy MONOBUHbI
>KeHLWH [39]. AHTU-NMDA-peuenTopHbIi 3HLeManuT xapak-
TepU3dyeTcs HecneupuieckM rpunnonogobHeiM NPOAPO-
MOM, MOCe KOTOPOro B YacTW ClydaeB OCTPO pa3BMBaeTCA
HenponcuxmnaTpudeckasa cumnrTomatmka. Hambonee 4acTbiMu
CUMMTOMaMM NCUXMYECKOro AebroTa ABNATCA 3MOLIMOHASb-
Hasd NabunbHOCTb, TPEBOra, CTPaxu, MHCOMHUS, MaHnakab-
HOe COCTosHMe, BpenoBble Maew, rannouuHauum. B ceasm
C 4eM 0KoJS10 60% naureHTOB N3Ha4YanbHO rocnUTann3npy-
HOTCA B MNCUXMATPUYECKME KVHUKK. Y BGOMbLUMHCTBA Naum-
EHTOB TakXxe HabnogakTcs bbicTponporpeccupyrolme KH,
NPV KOTOPbIX B 60bLLEN CTENEHN CTPAAAET 3anmM3oamnyeckas
namMsaTb U PErynaTopHble QYHKLMK. HECKONbKO MO3Xe npu-
COEAVHAOTCS aKCTpanupamMuaHble HapylleHnsa (OUCTOHWS,
X0opes, CTepeoTUnuy), KaTtatoHud, BereTatMBHas OUCHYHK-
umsa. OgHako 4acTo B KJIMHUYECKOW MPaKTUKe MOsABfeHVe
3KCTPanMpamMnaHbiX HapyLLUeHUA U KaTaTOHUW pacleHVBa-
€TCS Kak MocneacTBMs MPOBOAMMON Tepanun HeNponenTu-
Kamu, KOTOpble HasHadaloT OOMbHbIM, YYUTbIBAA Hanudne
HENPONCUXNATPUHECKNX HAPYLLEHWA, YTO NPUBOAUT K Oma-
FHOCTUYECKUM olwmnbkaMm. Moutn y 85% 60nbHbIX pa3BrBa-
IOTCS SNUNEeNTUYECKNE MPUCTYMbI, KOTOPbIE YaCTO OCTaTCA
Hepacno3HaHHbIMK Ha hOHE aKCTpanMpaMnaHoOn cMMNToMa-
TUKW, MCUXOMOTOPHOrO BO3OY>XAEHUSA UM HEOOXOAUMOCTU
NOAAEPXaHNA MeOnKaMeHTO3HOW cedaumn. B uenom knu-
HNYecKas KapTuHa OEMOHCTPUPYET CIIOXHOCTb NepeKkpbIBa-
FOLLIMXCS MCUXMATPUHECKMX N HEBPOSIOMMHYECKMX CUMMITOMOB
1N NOOYEPKMBAET HEOOXOOMMOCTb  MEXANCLMNINHAPHOIO
noaxofa K AnarHoCTuke 1 nedeHunto [40, 41].

[ns noaTBep>KOeHNsa AmarHo3a HeobxOAMMO BbIMNOSHUTb
onpenenenne Tutpa aHtuten K NMDA-peuenTtopam B 61O-
JIOTMHECKMX XXNOKOCTSAX, Takmx Kak kposb 1 LICXK. Toneko
okono 50% nauneHToB MMetoT MameHeHust Ha MPT ronoBHO-
FO MO3ra, TakMe Kak 30Hbl MMNEPUHTEHCMBHOCTU B PEXNME
T2/FLAIR B 0obnactu rMnnokamnos, Kope 60MbLUMX nonyLla-
pUA, MNONyLIapUin MO3Xe4YKa, OCTPOBKE, NOOHO-6a3anbHON
obnacTy, BazafbHblX FaHmngx, cTBone modra. B Tom cny-
4Yae ecnn nameHeHus Ha MPT ronoBHOro moara He obHapy-
>KEHbI, MNauMeHTamM MPOBOASAT OOMOMHUTENBHOE WUCCNedo-
BaHWEe — MO3UTPOHHO-3MUCCUOHHYKD Tomorpaduto (M3T)
c "F-dhtopoesokcurniokoson (@A), no AaHHbIM  KOTOPOW
onpefenserca  NOOHO-BUCOYHO-3aTbIIOYHbIA  FPaaNEHT Me-
Tabonmama roKo3bl, KOTOPbIN KOPPENVPYET C aKTUBHOCTBIO
3aboneBaHnsa. Ha O3 MOXeT BbIABNATLCHA CreLndUHecKmi
naTTepH «3KCTPeMasbHbIX Oenbra-WeTok (aHr.  «extreme
delta brush») — puTMnyHas 8-akTMBHOCTbL YacTtoTom 1-3 [y
C BCMNfIeCKaMn PUTMUYECKON B-aKTUBHOCTW, HaNOMXEHHbBIMM
Ha KaXXAYIO 3-BOJSHY, HAMOMUHAIOLLYIO §-LLIETKN Y HEAOHOLLEH-
HbIX MNageHLueB. [aHHbIn heHoMeH BCTpedaeTcs no4ty B 30%
cny4vaeB AHTU-NMDA-peuenTopHoro aHuedanuta [11, 40].

CnepyeT OTMETUTb, YTO NPV CBOEBPEMEHHO Ha4aTon Te-
panun AHTU-NMDA-peLenTopHoro aHuedanuta okono 70%
MNaUMeHTOB MOMYT UMETb LLIAHC Ha MOJHbIA UK NOYTV MNONHbIN
perpecc cMMNTOMOB. [peacTaBneHo Tpu NHUK Tepanmn:
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1. Tlynbc-Tepanus rNOKOKOPTUKOCTEPOMAAMM W/WAN UM-
MYHONOBYNNH BHY TPUBEHHO, Mia3madepes.

2. Putykcumab, nan umknodocammua, nam nx codeta-
Hue.

3. [pyrve umtoctatmiyeckne MMMyHOOENPECCaHThbI.

B cnyvae HeahdheKTMBHOCTM Tepanuu MNepBOr NUHUM
NIEKAPCTBEHHbIX MPEenapartoB  Ha3HaqaloTCa  CheayroLyme.
BmecTe ¢ mpoBoaMMON Tepanmen BbIMOHAETCS AUarHoCTu-
HECKUIN MOWNCK OHKOMOMMYECKMX 3aboneBaHnin, 1 B cryyae
OBHapy>XeHNsi HOBOOOPA30BaHNA NPOBOANUTCHA MPOTUBOOMY-
xonesagd Tepanug [9, 11].

Euwe ogHon npuynHon pageutua B B gaHHOM rpynne
3aboneBaHnn MOXET ObITb SHLedanonatna XawmmoTto (I9X).
OX aBNAETCHA PEeoKUM ayTOMMMYHHbIM 3ab0oneBaHVeEM, n3-
BECTHbIM KakK CTepOouA-peakTuBHasa SHLedanonatns, cBga-
3aHHast C ayTOUMMYHHbIM TrpeouanToMm. Haule OX BcTpeda-
eTcs cpeau N, >keHckoro nona (70-85% cny4aes). [Npu aToM
KNMHN4ecKas kapTuHa OX BKO4aeT B cebsi pasnnyHble He-
BPOJIOrMHECKMe U NCUXMaTpU4ecKne CUMNTOMbI, pasHoobpa-
31e KOTOPbIX OCNOXHAET ObICTPYHO AMarHOCTUKY 3abofesa-
Hnga. Cpean HEBPOIOTMHECKMX CUMATOMOB Hanmboee 4acTo
BCTPEYaloTCH aKCTpanmpamMuaHble CUMATOMbI, aTakCKs, ann-
NenTUYeCcKMe MNPUCTYMbI, TpaH3uTopHas adasus, ObICTPOo-
MPOrPECCUPYIOLLEE CHMXKEHWE KOTHUTUBHbBIX PYHKLMI 0 Ae-
MEHLIMW, CAYTaHHOCTb CO3HaHWs. MoryT gake HabnaaTbLCcs
VNHCYNBETONOAOOHbIE SMM30Apl. TakKe y MaumeHToOB OTMeYaeT-
CA HaNM4Me NOBEOEHYECKUX HAaPYLLUEHWUN, 3PUTENbHbIX ra-
NouMHaUMin. XapakTepHO ObICTPOE HapacTaHue CUMMTOMOB
3ab0neBaHVs 1 PIOKTYMpYLoLLiee Tedenmne [42].

[nsa noareep)kaeHust anarHoda OX HeobXoOMMbIM Kpu-
TepreM ABNSAETCS OOHApPY>XEHWE BbICOKOrO TUTPa aHTUTU-
PEOVAHBIX aHTUTEN (@HTUTENA K TUPEOrNobyNnHY 1 aHTuTENa
K TUPEONEPOKCNAA3e) B KPOBM U OTCYTCTBME OPYrX MPUYNH
MOPa>KeHNs1 FOMIOBHOMO MO3ra, KOTopble MOrM Obl nydlle
OBBACHUTL KIIMHNYECKYIO KapTUHY. Y maumeHToB ¢ 9X Mo-
ryT ObITb MNOTUPEO3, TNNEPTUPEO3 NV JYyTUPEOUOHOE CO-
CTOSIHME, MO3TOMY OLIEHKA YPOBHSA FOPMOHOB LLMTOBUOHON
Xenesbl He MMeeT 0CcobOol AMarHOCTUHECKOM 3Ha4MOCTU
B yCTaHOBNEHUM Hanudus OX. Pesynsratbl MccnegoBaHUs
LICK n MPT ronoBHOro mosra He BbISBASKOT crheundude-
CKUX M3MEHeHNI. Tak, y MaumMeHTOB ¢ OX OTMeYaeTCs TONbKO
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