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'QI'BHY «Slkymcikuil Hayunblii yeHmp KOMIAEKCHbIX MeduyuHckux npoonem», STkymcek,; *OIAOY BO «Cegepo- BocmouHbiii
gedepanvubiit yrusepcumem um. M. K. Ammocosa», Axymck; *I'BY Pecnybauxu Caxa (Hdxymus) « Pecnybaukanckas
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"Poccusi, 677000, Sxymck, Cepeensixckoe wiocce, 4; *Poccusi, 677000, Hxymck, ya. bBeaunckoeo, 58;

‘Poccus, 677000, Axymck, ya. Ilempa Anekceesa, 83A

bonesnv Kpetimugheavda—Srkoba (BKA) seasemces pedkum HelipodecenepamusHbiM 3a004e6aHuem, 00yCA064eHHbIM HAKONAEHUEM NamOoA0-
euueckoll uz3opopmol npuonHoeo beaka. Kiaccuueckas kaunuveckas kapmuna bK5 xapaxmepuszyemes 6bicmpo npoepeccupyroueli demeHuy-
ell, amakcueil, MUOKAOHUEI, A MAKCe AKUHeMUHECKUM MYMUIMOM 8 MePMUHAAbHOU cmaduu 3a001e6anus. M3 uHCmpymMeHmanivHsix memo-
006 uccaedosarus 6edyulasi ponb 6 KAUHUYECKOU NPaKmuke NPUHAOAEHCUM MACHUMHO-DE30HAHCHOU MOMOZPAGUU 20108HO20 MO32d.

C 2014 no 2019 . 6 Pecnybauxe Caxa (Adxymus) asmopul Habaodanu 4 nayuenmog ¢ geposmuoii KA. Y ecex nayuenmoe 6viau npumepHo
odunakogwle 603pacm debroma 3abonresanus (50—60 rem) u Hauano ¢ Hecneyuguueckux yepeoparvruix cumnmomos. O0Haxo nocaedyrouee
paseumue Gbicmpo npocpeccupyroueli 0eMeHyuy U Opyeux XapaKkmepHsix NPU3HAK08 no3604uno npeonosoxcums bBKA. Y nayuenmos evise-
JieHbl HOKA3amenbHble HelpogU3yanu3ayOHHble NPUSHAKU 8 8UOe 2UNEPUHMEHCUBHOCIU X80CMAMbIX S0ep U NOOYUEeK MAanamycad 8 pejcumax
FLAIR u DWI ¢ o6pa3zosanuem munu4Hoeo cueHana «XoKKeiHbiX KAloueK», a maxkice eunepuHmeHCcU8HOCb Cepo2o 6elecmea 6 peicume
DWI (cumnmom «oxncepenvss Benepor»). Y 3 nauuenmog 3a0601e6anue 3aK0HHUAOCH pamanbHO 6 meyeHue 2oda nocie e2o dedbroma. Yemeep-
mas nayuenmka Haxooumcs no0 OOMAWHUM HAOA0O0eHUeM (OaumenbHOCmb 3a001e6anus 6 mec).

Asmopbl nonazarom, umo 6 Hacmosujee epems yposers duaenocmuku bKS nedocmamouen us-3a cxoxcecmu ee KAUHUYECKUX CUMNIMOMO8 6
deGrome ¢ Opyaumu paccmpoiicmeamu, 6KA0Uas 4epedposacKyaspHoie U HelipoOe2eHepamueHble 3a001e6aHUS.

Karouegvie caosa: npuonnvie 6oae3nu; 6oare3us Kpeiimygpeavoa—Skoba; demenyus; MUoKAOHUU,; eyOuamble dSHUeparonamuu.

Konumaxmeo: Anexceii Anexceesuu Tannaxos,; dralex89@mail.ru

Jas ccotaru: Tlonosa TE, Tannaxoe AA, Jlaswvidosa TK u dp. boaesns Kpeiimygheavoa—Aroba 6 Pecnybnuke Caxa (Hdxymus). Heeponoeus,
Hetiponcuxuampus, ncuxocomamuxa. 2020;12(2):86—91. DOI: 10.14412/2074-2711-2020-2-86-91

Creutzfeldt—Jakob disease in the Republic of Sakha (Yakutia)
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Creutzfeldt—Jakob disease (CJD) is a rare neurodegenerative disease caused by the accumulation of the pathological isoform of prion protein.
The classic clinical presentation of CJD is characterized by rapidly progressive dementia, ataxia, myoclonus, and akinetic mutism at the ter-
minal stage of the disease. Of the instrumental techniques, brain magnetic resonance imaging plays a leading role in clinical practice.

The authors followed up 4 patients with probable CJD in the Republic of Sakha (Yakutia) in 2014 to 2019. All the patients had approximately the
same age (50—60 years) at disease onset and onset with non-specific cerebral symptoms. However, the subsequent development of rapidly pro-
gressive dementia and other characteristic features might suggest CJD. The patients were found to have characteristic neuroimaging signs as hyper-
intensity of the caudate nuclei and pulvinars in the fluid-attenuated inversion recovery (FLAIR) and diffusion weighted imaging (DW1) modes to
form the typical signal of hockey sticks, as well as hyperintensity of the gray matter in the DW1 mode (the symptom of the «Venus necklace»). In 3
patients, the disease ended fatally within a year of its onset. The fourth patient with a disease duration of 6 months is being supervised at home.
The authors reason that the diagnosis of CJD is now insufficient due to the similarity of its clinical symptoms at the onset with other disorders,
including cerebrovascular and neurodegenerative diseases.

Keywords: prion diseases; Creutzfeldt—Jakob disease; dementia; myoclonus; spongiform encephalopathies.
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bonesnp Kpeiitudenbma—Axkoda (BKS) spasercs pen-
KVM HelpoaereHepaTUBHbBIM 3a001€BaHUEM, KOTOPOE OTHOCUT-
csI K TPYIITe TPAHCMUCCUBHBIX TyOUaThIX 9HIEDATONaTHiA, BbI-
3BaHHBIX IMATOJOTUYECKOUW H30(OpMOIl TMPUOHHOTO OeKa
PrPSc [1, 2]. O61as pacnpocTpaHeHHOCTh €€ COCTaBIIsIeT OKO-
70 1—-2 cnydas Ha 1 MaH HaceneHus |3, 4]. Kimaccuueckast K-
Huueckas KaptuHa BKSI npeacraBiaeHa ObICTPO MPOrpeccupyo-

el AeMeHUMel, aTakcrei, MUOKJIOHUEN, a TakxKe aKuHeTU4e-
CKMM MYTM3MOM B TepMMHAJIbHOW cTaguu 3abojieBaHMs |[5].
[MocnenHue auarHoctuueckue kputepuu bKS npemioxeHsl B
2015 . (cm.Tabmuy) [6].

Ha momio BKS npuxonurcst okosio 85% citydaeB BCex IIpH-
OHHBIX 3HIIehanonaTuii, 3a00JeBaHNE BCTPEUAETCsT BO BCEX IT-
HUYECKUX, TEHAECPHBIX U BO3PACTHBIX IPYIIIAX U XapaKTepU3yeT-
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HNuaenocmuueckue kpumepuu bBKS [6]

A B

BricTpo nporpeccupyrolias 1. MuoksoHumn

JEMEHIIUA

4. AKUHETUIECKUI MyTU3M

5. Tenorun VV2 rena PRNP ¢ npeBaJupoBaHEM
aTakcuy 0e3 MMOKJIOHWM Ha paHHE CTaauu
6. [enotunr MV2 rena PRNP ¢ 1iiTeIbHbIM

TeyeHueM Oosie3Hu (>12 mec)
U NpeBaIMPOBaHUE aTaKCUU Ha
paHHEl cTaanuu

7. Tenotun MM2 reHa PRNP v uaMeHeHust

2. 3puTebHBIE WU MO3KEIKOBBIE CUMITTOMBI
3. [IupaMuaHbIe/3KCTpanIMpaMuUaHbIe 3HAKK

KAUHUYECKUE HABNWAEHUA

C D

PeryssipHble vcciienoBaHus,
KOTOpbIE MCKITIOYAIOT JAPYTroi
JIMArHO3

1. [Teproanyeckue ocTpbie
BoJIHBI Ha DO

2. Hanuuue B LICXK

Oenka 14-3-3

3. [Ipu MPT — runepuHTeHCUB-
HBII CUTHAJT OT XBOCTATBIX sIIEP
W/WIK CKOPJIYTIBI B pexxume DWI
win FLAIR

BUCOYHBIX f0J1eit Ha MPT 0e3 noBpexaeHus

0azabHBIX FAHIVIMEB

8. Tenorun VVI rena PRNP u paHHee

Havaso (<50 Jyiet), MeIIeHHOE MPOrpeccupoBaHue

¢ JJ0OHO-BUCOYHO IeMEeHIIMei

IIpumeyanue. MPT — MarHuTHO-pe3oHaHcHas Tomorpadust; DI — snekrposHuedanorpamma; LICK — uepedpocnuHaibHas KUAKOCTb.
HoctosepHasi BKS nuarHocTupyercst mpyu HEBPOJOTMYECKOM OCMOTpE, U/WIK MOATBEPXKACHUN Hanuuus 6esnka PrP ¢ momoiiibio

MMMYHOaHam3a, u/uiv ooHapyxkenuu 6enka PrP* B LICK mim HocoBoit cimusm.

BepositHast BKSA nuarnoctupyercst mpu Hanuuuu Kkpurepust A + 1o KpaitHeit Mmepe 2 npusHakoB (13 1—4) kputepust B + mo kpaiineit Mepe oqHOTO

TIOJIOXKUTEIBHOTO MccaenoBaHus u3 kpurepues C + D.

Bosmoxnast BKS nuarHoctupyercst npy Haauuuu Kputepust A + 1o KpaiiHeil Mmepe 2 mpu3HakoB u3 Kputepusi B + orcyrcrBue kputepus C +

oTCyTCTBUE KpuTepus D.

Cs1 BBICOKOM KOHTarmo3HOCTBIO M HEM30EKHBIM JIETAIbHBIM UC-
xogaoM [1, 7]. B 3aBUCUMOCTM OT KJIMHUYECKUX TPOSBICHUN U
MPUYMHBI pa3BUTUS BbLACHSIOT cienyomue popmbl BKA: cro-
pannueckas — cbKS (85%), cemeitnas (10—15%), srporeHHast
(<1%) u nossrit Bapuant BKS (<1%) [1, 8].

[Tockonbky cbKA yaiie Bo3HMKaEeT B MOXUIOM BO3pacTe
(67 net), cyyau 3a60JeBaHMsI MOTYT ObITh CKPBITBI Cpeau 0oJiee
pacrnpoCTpaHEHHbIX, HO TaK Xe OBICTPO IPOTpecCUpPYIOLINX
HEBPOJIOTUIECKUX 3a00JIeBaHU1, KOTOPbIe HAOIIOAAI0TCS Y TaH-
HOIi KaTeropuu MaieHToB. B muTepaType MMeroTcss MHOTOUKC-
JleHHbIe coobeHus o cbKS, mmutupytomeit mHeyIwT [9], ocT-
pyto mepudepudeckyro HeBpomaTtuio [10], rumepmaparupeos
[11], paznuyHble (popMBbI TIEPBUYHBIX AeMeHLM |12, 13], sHLE-
danur [13], nepBuuHbie ada3uu [14], ncuxmyeckue 3adoieBa-
Hus [15] u gBUraTenbHBIC paccTpolicTsa [13, 16].

B cBsI31 ¢ 3TUM MPENCTABISIOT MHTEPEC KIIMHUYEeCKUe Ha-
omoneHust BepositHoit BKS, kotopas Oblia nuarHoctTrpoBaHa
"amu B 2014 o 2019 r. B Pecniy6iuke Caxa (AxyTust).

Kaunuueckoe nabarooenue 1

Hlayuenmxa I, caxa, 53 eo0a, nocmynuaa 6 Hespoaocu4ecKoe
omoenerue 10.02.2014 . uz Buarwiickoeo paiiona. U3 anamuesa uz-
6ecmHo, umo ¢ Hauanra Hosops 2013 e. ommeuana 3nu300bl CUABHO20
2011060KpYIICeHUs ¢ HapyuleHueM noxooku. beiia ocmompena ghenvo-
wepom, NoAy4anra cocyoucmyr U HOOMPONHYI mepanur 0Oe3
aghgpexma. B dexabpe moeo dce 200a NpucoeOuHUAUCH 3amedNeH-
HOCMb MbIULACHUS, CHUMICEHUe MOMUBAUUU, HapyuleHue pedu (0u3-
apmpust), 8bIPaNCEHHAS] WIAMKOCHYb NOX0OKU, CAAO0CHYb 8 KOHEUHO-
cmsax, u3-3a 4eeo0 Mo2aa NepedsueamvCs MoabKo ¢ NOCMOPOHHEll
noddepoickoii. IlapasneavHo paszeuauce msoicesvie KOSHUMUBHbIE
HapyuieHus: npoepeccupyru,eeo xapaKmepa, nepecmanda y3Haeamso
POOHBIX, NOABUAUCH MA308ble PACCIMPOLICBA NO MUNY HEOEPICAHUS
mouu u Kana. B nesponoeuneckom omoenenuu na 16-e cymiu eoc-
numanuzayuu enepevie pazeuacs 2eHepalu308aHHbIlL MOHUKO-KA0-
Huyeckuii cyoopoxctolii npucmyn. Ha 17-e cymku nepesedena 6
omadeneHue peaHumayul 88uUdy noseaeHus ObIXxameabHol Hedocma-
mouHocmu.

Hesponoeus, neiiponcuxuampus, ncuxocomamuka. 2020;12(2):86—91

Cemelinblil aHaMHe3 He OmseoujeH NO He8pPoA0UYeCKOol na-
monoeuu. B nocaednue 200bt Huede ne pabomana, ycuna ¢ do4epuio.
B 1992 e. nepenecaa eemompancgy3uro us-3a nocaepodoguix oc-
nodxcHenuti. Ilocae smoeo nocmosHHo uyecmeogana cebs ocaabneH-
HOIL, JCAN08ANACH HA 20A08HYH) O0Ab.

B Hesponoeuueckom cmamyce onpedensemcs napes 830pd
61€60, 3a Moa0omouKom He caedum. I[lonoxcumenvhoble cuMnmMombl
0panbHo20 asmomamusma. AKMUBHbIX 08UNCEHULI 8 HUNCHUX KO-
HEUHOCMAX Hem, MUOKAOHUU OM YPOBHs naeuesvix cycmaeos. Moi-
WeYHbI MOHYC NOBbIUEH 6 KOHEYHOCMAX NO CMeUWaHHoMy (nupa-
MUOHBLI U SKcmpanupamudustii) muny. Cumnmom babunckoeo cae-
6a. Boipaxcennas amakcus. IloaoxcumenvHole MeHUHeeanrbHble
cumnmombl. AKuHemu4eckui Mymusm.

Ilpu MPT 201061020 M032a 8bIABAAAUCH CUMMEMPUHHOE NO-
paiceHue 06a3anbHblx A0ep (CKOPAYNbL, 204108KU X60CMAMO20 A0pa,
manamyca, 61e0H020 Wapa, HOJCeK Mo32a ¢ 0beux cmopon), napa-
CA2UMMANbHBIX KOPKOBLIX 0MOen08 (NPeuMyuecmeeHHo N100HbIX),
MeduanvHuix obaacmeil ucouHbIX doaell, ampopuueckue umeHe-
Hus mosxnceuxa. C yuemom KAUHUHECKUX OAHHBIX MOJICHO Obla0
npeononoxcums bKA.

Ilo dannobim eudeo-III-monumopunea umenucs epyovie op-
2aHu4ecKue UsMeHeHus OU0INeKmpuUeckol aKkmueHOCMu 20108HO-
20 M032a, BbIPANCEHHOE 3amMedNeHue KOPKOBOU pUMMUKU, Nepuoou-
YecKas OUNAMepalbHO-CUHXPOHHAS. AKMUBHOCMb 6 8UOE KOMNIeK-
€08 0CMPBIX BOH.

B obuwem ananuse kposu — neiixoyumo3s do 20,6 10°/a, IICK
6e3 usmeneHull.

Ha 21-e cymku npebvieanus 6 cmauyuoHape npousouind
B6He3anHAsl 0CMAHO8Ka cepdeuroll desmenvHocmu. Aymoncus He
npogoduaacs.

Kaunuueckoe naarooenue 2

Hayuenm I1., caxa, 59 rem, uz Yypanuunckoeo paiiona, eochu-
manusuposan é Hesponoeuveckoe omoenerue 26.01.2016 2. C 2012 e.
cmpaoan apmepuanbHoll 2unepmeH3uell, 4acmo JHCan08aics Ha 20108~
HYt0 604b. B cenmsbpe 2013 e. uz-3a peskoii nomepu 3perust (0via 60-
dumenem) nonan 8 A0POICHO-MPAHCNOPMHOE NpoUcuLlecmeaue, yoapu.-
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€51 207106011, OMMEHANACH KPAMKO8peMeHHas nomeps cosHanus. Ilocie
9020 NOSABUAUCH 201080KPYICEHUE U WAMKOCMb NpU X00bbe, chman
MeOAUMENbHBIM, MAN0PA32080PHUBBIM, ANAMUYHBIM, OE3bIHULUAMUG-
HbIM, 3a0bI64UBBIM, JCAN0BAACS HA OECCOHHULY, NOMePIo UHmepeca K
sarooumomy xo06u — oxome. C konya cenmsadpsa 2015 e. ycuruaucy Ha-
DPYyulenus cHa, 6ecnoKouau HOUHble SNU300bl 2UNEPeUopo3a ¢ 4y8cmeom
Jcapa. B konue Hos0ps Obin cocnumanu3upoear 8 patioHHyro 00AbHULY
8 C8A3U C HAPACMAHUEM WAMKOCMU U U3MEHeHUsMU peyl (Ou3apm-
pus). Bo epems cmayuonaproeo aevenus nosguaucy HapyueHus 21o-
MAHUs, nepecman paze08apuéams, NPUCOCOUHUAUC, MA308ble pac-
cmpoticméa. Cryxc60ii caHumapHoil asuayuu docmaenet 8 SIKymck.

IIpu nocmynaenuu cocmosnue kpaine msxicenoe. Oenyule-
Hue. Apmepuanvroe dasnenue (AH) — 123/92 mm pm. cm. Yacmo-
ma cepoeunvix cokpauenuii — 92 6 munymy. Boinoansem npocmote
Komanobl. Konmaxm 3ampyonen uz-3a pewesoix HapyuteHuil. Tonyc
MUY NOBblUeH NO 3Kcmpanupamuonomy muny. Tempanapes.
Anuzopegaexcus, S>D. IlosoxcumenvHble MeHUHeeaNbHble
cumnmomol. MUOKAOHUU 8 KOHEHHOCMAX.

Cocmosinue npoepeccusHo yxyoulaiocs, Ha 6-e cymku nepe-
6€0eH HA UCKYCCMBEHHYIO GeHMUNSAUUID N€2KUX, YCMAHOBACHbL
mpaxeocmomuueckas mpyoka u Ha302acmpanbHblil 30HO.

Ha MP-momoepammax 201081020 M032a 8bi6AEHbL NPUHA-
KU nopaxcenus 6a3anibHuix a0ep (204106KU X60CMamo2o 10pa, cKop-
AYNbL) U KOPKOB02O Gejecmea N00HO-meMeHHbIX doaell chpasa,
OMA0CEHUEe 2eMOCUDEPUHA 8 NPABOLL BUCOUHOI D0e, KAAbUUHAMbI
20/108KU X80CMAMO020 A0pa CNpasda, KUCMO3HO-2AUO3HbIe USMEHe-
HUSL 8 OCMPOBKe Cnpasd.

Ilpu 6udeo-III-monumopunee 0OHaAPYICEHbL BbIPANCEHHDIE
dugpghy3nble usmenenus, hoKaibHA AKMUBHOCHb 8 NEPeOHeBUCOY -
Hotl ooaacmu cnpasa (TIRDA).

B obwem ananusze kposu — aetikoyumos, LIC2K 6e3 uzmernenuil.

Ilocae evinucku Hacmynua gpamanvislii ucxod. Aymoncus ne
nposoounace.

Kaunuueckoe nabarooenue 3

Ilayuenm E., caxa, 58 arem, uz Cynmapckoeo paiiona, eocnu-
manuzuposan 8 Hegpoaocuueckoe omoenerue 12.01.2017 e. Okono
5 n1em 6echokouno npucmynoobpasHoe 201080KpYICeHUe, 6 OCHOG~
HOM 8 MedcCe30Hbe, ¢ nPodoadcumenvibimu pemuccusmu. Heckonv-
KO pas nocmynan 6 mepaneému4eckoe omoenenue ¢ npucmynamu
2011060KpYHCeHUst, mowHomoii, peomoii. Ha ¢one cocyducmoii me-
panuu Omme4ancsi NOAHbL peepecc CUMnmMomos. Yxyouienue npo-
uzouino ¢ ocenu 2016 e., koeda 201080KpyICceHUe CMAAO NOCNOH-
HbIM ¢ NPUCMYNO0OPA3HBIM YCUNCHUEM, CONPOBONCOUNOCH MOUHO-
moil u noemoproii peomoi. [lapaaseavio nossuruce Hapyuienus
cna no muny ungepcuu. Co c106 Jcenvl, 6 HOsOpe NAyUeHm 8 He-
006X KOAUYECMBaX YNompeOsin aNKo2onbHble Hanumku. B na-
uane dekabpsi Mmoeo Jce 200a YCUAUNUCL 20N0B0KDYIHCEHUE, UAM -
KOCMb, MO CONPO80*COAN0Cs MHOLOKPAMHOU PBOMOI, 6 C83U C
uem NeYUAcs CMAyUOHAPHO 8 Mepanesmuueckom OmoeseHuu pai-
onHotl 6oavHuybl. C 17.12 603HUKAU MPecodCHOCMY, OeCnOKOLCM -
60, 2080pu/ HE8NOnao, nepuodamu 6vla HeadeK8amHsiM, pA38UNACh
NCUXOmMu4ecKas peaKuyus: Ha Qoune KpaiHeeo 6030YNCOeHUs KPU-
uan, umo «Ovin 83pwie». Bnocaedcmeuu xcanosancs na owyuwenue
HepeansbHOCmu NPoucxoosuieco Audo oujyujeHue yice GUOCHH020 U
CAbIUAHH020, OblA KPAUHE MPEBOACHbIM U OCNOKOUHBIM. Bvickasbi-
841 MbICAL, YMO «8 MOEM OP2AHU3ME 3AMKHYAU HEUPOHbL, AKCOHbL>,
BHE3ANHO CMAHOBUACS PA3OPANCUMENbHBIM, A2PECCUBHBIM, HAYlU-
Han cobupamo gewyu, 00e6amvCs U NbIMAACS YUMU U3 CMAayUoHapa,
2080pUA, YMO NEPCOHAN «OMPABAsIem e20 NCUXOMPONHbIMU Gellye-
cmeamu». Ha ghone neiiponenmuuecioit mepanuu 3nu3o0si ncuxo3a

Puc. 1. MP-momoepammol 20n06H020 mo3ea nayuenma E. Tunep-
UHmMeHcusHocms xeocmamoix aoep (6 pexwcumax FLAIR, DWI) u
nooywex manamyca (6 pexcume FLAIR) ¢ obpazosanuem mu-
NUYHO20 CUCHAAA «XOKKeUHbIX Kaouek». B peacume DWI eusya-
AUBUPYeMCsl 2UNePUHIMEHCUBHOCIb CePO0 GeUjecmed npasozo
noaywapust (cumnmom «odcepenvs Benepor»)

He nogmopsiaucs. I1o3ce 603HUKAU anamust, aCHOHMAHHOCMb, 0e3-
opueHmayus, nepecman Y3Haeamov 3HAKOMbIX, HAOAOANUCL Mbl-
WeuHas pueUOHOCMb, NOCMYPAAbHAS HEYCIMOUMUBOCMb, NEPe0sU2a-
¢s1 MOAbKO ¢ NOCMOPOHHell noddepiickoil. B nauane sneaps 2017 e.
6 meueHue Hedeau NOAHOCMbIO NOMEPSL HABbIKU CAMOOOCAYICUBA-
HUs: nepecman Xo0umo, camoCmosmensHo NPUHUMAMb NULY U 20~
eopums. 04.01 ocmompen ncuxuampom Ha 0oMy, YCmMaHosaeH ouae-
HO3: CMeWaHHas HUearonamus ¢ 8bipadCeHHbIMU KOCHUMUBHbL-
mu Hapywenusmu. C 12.01 npucoedununuco MUOKAOHUU 20108bl U
neeoti pyku. bour docmaenen ¢ Axymcek u 20cnumanusuposan é Hee-
ponoeuteckoe omoenenue.

Ilpu nocmynaenuu cocmosinue msaxcenoe. Jlexcum ¢ 3aKpoi-
moimu enazamu 6 nose aseyuiku. Ipodykmugnoeo Kkonmakma vem.
3adanus He gvinoansiem, Ha 6onpocsl He omeevaem. Ipumaca 6oru
Ha auye. baepapocnazm. 3a mosomoukom ue caedum. Cenajicena
npaeas HocoeyoHas ckaadxa. Tpusm ycesamenvhvix Moy, Boi3ol-
8AIOMCsl X6AMAMENbHbLI, XOOOMKOBbII pegaeKcol, Omme4aromes
npuumoxkuganus, obausvieanue 2yo. Peghrexcol ¢ pyk noswluensl, ¢
Hoe Jcusble, pashvle. bprounbie pegrexcol chuxcenvl. Yemkux na-
pe3oe Hem. Muokaonuu 6 negvix Koneunocmsx. ug@ysnas moi-
weunas pueuorHocms. HyecmeumensHocms npogepums He npeo-
cmaensemest 603moxcHviM. Koopounamopivie npobvl He 6binoams-
em. Pueudnocmo weiinvix moiuy. Cumnmom Kepruea 70° ¢ obeux
cmopon, ckyaoeoii cumnmom bBexmepeea ¢ obeux cmopon. Cum-
nmom babunckoeo cnonmannulii ¢ obeux cmopon. Ilosoxcumens-
Hote cumnmomst Lleghgpepa, Topdona ¢ obeux cmopoH.

Ha D3OI szapecucmpuposarnvl namonozuueckue eHoMmeHbl
muna goxanrvHbix nepuoduneckux FIRDA-xomnaexcos. LICXK 6e3
U3BMEHeHUIl.

Ha MP-momoepammax 2010681020 M032a — 02paHU4eHue Ko-
appuyuenma oughgysuu cepozo éewecmea 6 100HO-BUCOUHBIX 0N~
denax ¢ obeux cmopoH, 20108KU X8OCMAMO020 s0pa U CKOpAYynbvl ¢
obeux cmopon, ymepennas eunepunmencuenocms Ha TIRM 6 meou-
ANbHBIX omoenax obeux maramycos. 3aKawuerue: u3dupamenvHoe
nopasicenue cepoeo eeujecmea 20106Ho20 moszea. Cozdaemcs éne-
yamaeHue o debrome Heiipodecenepamusrozo 3abonesanus (bKA),
MeHbule OAHHBIX 8 NOAb3Y Memaboauueckux Hapyulenuii (puc. 1).
Ilposedena 3aounas menemeOUUUHCKas KOHCYAbMAYUs ¢ COMpYO-
nukamu Hayunoeo uenmpa neeponoeuu (Mockea), komopuie cozna-
cuaucsy ¢ npeonoaazaemuim duaenozom. Ha domy nocae évinucku —
amanvHoil ucxod. Aymoncus He npoeooduaace.

Kaunuueckoe nabarooenue 4

Ilayuenmra b., pycckas, 65 aem, nocmynuaa é Hegpoaoeu-
yeckoe omdenenue 05.09.2019 e. uz Oaexmunckoeo paiiona. B uro-
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Puc. 2. MP-momoepammul 201061020 Mo32a nayueumku b.
Onpedensiemcs eunepuHmMeHCUBHOCMYb NPABO20 X80CMAMO020 0pa
U cepoeo geuecmsa npasoco noayuapus (6 pexcume DWI)

se 2019 e. podcmeennuku cmanu 3ame4ams y Hee 3a0bl64UB0CHb U
DpaccesHHOCMb. He NOMHUAQ, 3a4eM NPUxXoo0und Ha KyXHro, nponyc-
Kana npuemvl aekapcme u m. 0. Ocmompena Heepoa020M, YCMaHo-
81€H 0UACHO3: OUCYUPKYAIMOPHAs dHYyearonamus 2—3 cmenenu,
HA3HA4eHo ambynamopHoe aeveHue cocyoOucmuiMu U HOOMPONHbIMU
npenapamamu. CHudCeHUe NAMAMU NPOPeccUpos8aso: cmana 3a-
bvleamyv, umo deaana euepa, Heckoavbko Ouell Hazao. Tlpumepro ue-
pe3 Hedealo pe3Ko NOABUAUCH 201080KPYICCHUE HECUCMEMHO20 Xa-
pakmepa, 6e3 mouiHOMsl, p8OMbl, WAMKOCMb NPU X00bbe, cmaia
851011 U COHAUBOU. DKCMPEHHO 20CNUMANU3UPOBAHA 8 MEePaneemu-
ueckoe omoenenue paioHHoU 60NbHUYbL ¢ NOO03PEeHUEM HA UHCYAbI
Ha ghone nosviwenus A/l do 190/100 mm pm. cm. 3a epems nevenus
Al cmabuausuposanoce do 130/80 mm pm. cm., HO COXPAHANUCH 20~
N0BOKPYJICeHUe, HeyCMOUMUGOCMb U Nnoulamoléanue npu xoodsoe.
CHudiceHue namamu Hapacmano, noA8UAACs 0e30pUeHmayis @ npo-
cmpancmee: He MO2Aa HAIMU C80I0 NAAAmy, myaremHuyro KOMHA-
my, Kouky e nasrame. Ilepecmana y3nasamv O6auzkux. B nauane
cenmsops 2019 . 603HuKA0 Hedepicanue Mo4U, He Mo2Aa CAMOCHO-
AMenbHO nepedseueamscs.

Co cn06 cobiHa nayueHmiu, 6 meuenue mmoaux aem 0o 2017 e.
OHa 0epaicana ckom, cblpoe Maco OUKUX U OOMAUHUX JCUBOIMHbIX He
ynompebasiaa, nadexca ckoma 6 xossiiicmee e 6vi10. B 1986 e. ne-
peHecaa 8HeMaAmouHY0 GepeMeHHOCMb, NPOBOOUNACH 2eMOMPAHC-
@ysus. Hacaedcmeennocmos no Hegponoeuueckoil namoaoeuu He
omsieoujena.

Ilpu nocmynaenuu cocmosanue cpedueii cmenenu msaxicecmu.
Hedepacanue mouu. [losedenue cnokoiinoe. Ilpu pazeosope omeo-
pauugaemcs, 6ud pacmepsanuviil. Omeemvl 00HOCA0NCHDbIE: «Od» —
«Hem». B damax u mecmononoxcernuu He opuenmupyemcs. Koneep-
2eHyusi Hedocmamounas ¢ obeux cmopon. Jleexas ousapmpus. [no-
manue ue HapyuieHo. I[loaoxcumenvuvle cumnmomv. Mapune-
cky—Padosuuu, xobomkosuiil u Huxcneuearocmuoii. Cusa moluiy
docmamounas, nape3og nem. CyxodcunvHvle U NepUOCMANbHbIE
peghaekcol pasHvle, @vicokue. Acma3zus. Abazus. MenuneeanrvHbix
3HAK0G Hem.

Ha 5-e cymxu eochumanu3sayuu npucoeoununacs 3a0epiucka
mouu ¢ pazgumuem ypoungexyuu. Ha 11-e cymxu noseunocs ocm-
poe HapyuieHue 2N0MaHus, Cmana Nonepxuamucs JCUOKoU nuujell,
3amem 03HUKAU OeuepeOpayUuoHHas pUeUOHOCMb C NOGblUeHUEM
MOHYCca 80 8cex KOHEUHOCMAX U pa3eudamensx uieu, MUOKAOHUU 8
obaacmu nepeoHell OPIOWIHOL CMEHKU U 1e60ll pyKe, aKuHemue-
CKUL MYMU3M.

Ilpu MPT 201061020 M032a 0OHAPYJICEHbL NPUSHAKU NOGbLULE-
Husi M P-cuenana om Kopk06oeo geujecmea npagoii memeHHoil 0oau
u 6azanvHuix s0ep (boaee 8vipadiceHHble CNpPasa), 4mo mpedoeano
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dugpgpepenyuayuu ¢ KA (puc. 2). Ha DI — dughghyznoe 3ameone-
Hue ¢honosol akmuenocmu. Obwuil u OUOXUMUYECKUL AHAAU3bL
LICK 6e3 uzmenenuil.

Ilayuenmka evinucana 0431 HabAOeHUS NO Mecmy JiCU-
menbcmea.

Obcympenue

[MpencraBneHHbIE Caydand SIBASIOTCS TIEPBBIMU JMATHO-
CTUPOBaHHBIMU B KpynmHOM pernoHe Poccun — Pecriy6iuke Ca-
xa (SIkyTtust). Boi3biBaeT MHTEepec, YTO Bce MalMEHThI MPOXUBa-
JIU B LIEHTpaJbHbIX paiioHax fAxkyrtuum (Bumoiickuit, CyHTap-
ckuii, OnekMuUHCKU# U YypamuuHCKUii). Y Bcex MallMeHTOB
OBLTN TIPUMEPHO OAMHAKOBBIN BO3paCT 1e0I0Ta 3a00IeBaHUS 1
HavaJio ¢ Hecren(UIecKux 1nepedparbHbBIX CUMITOMOB, KOTO-
phIe CBSI3BIBAIIU C 1IepeOpOBACKYISIpHOI naTojorueii. CormacHo
JNAHHBIM JIUTEPATypbl, B OOJBIIMHCTBE CJIy4aeB MEPBBIM CUM-
nromMoM BKS gaBnsioTcs HapyllleHUs B TO3HaBaTeJIbHOM cdepe
(0COBEHHO PacCTpOMCTBO MaMSATH) U TOJIBKO Y 9% TallMeHTOB —
NBUTATEJIbHBIE PACCTPOICTBA, TIPEVMYIIIECTBEHHO SKCTpaIrupa-
muaHble [5]. Penko HauanbHbIM cuMnTomMmoM BKS moryT BeicTy-
TaTh 3pUTENIbHbIE HAPYIIEHUS B BUAE TTPOrPECCUPYIOLIETO YXY/I-
LIeHUs U pa3BUTHUs neheKToB mnoJieit 3peHus. Takue ciydyau us-
BECTHBI Kak BapuaHT XaliaeHxaiiHa [17].

B aHamHe3e y XeHUIMH MMEJIUCh yKa3aHUS Ha TeMo-
TpaHCchy3UU, YTO MOXKET HAaBECTM Ha MBICIb O STPOTEHHON
BK. U3BecTHO, uTO siTporeHHAast hopma 00JIe3HU MOXKET pa3-
BUTHCS TIPU BBEIEHUU BHYTPUMO3TOBBIX 2JIEKTPOJIOB, TpaHC-
MJAHTAlLlMM POTOBULBI, TPAHCIJIAHTALIMM TBEPAON MO3rOBOiA
000JI0YKM ¥ MHBEKIIMU TOpMOHa pocta [6]. Ciryyau sITporeH-
Hoii BKSI, BeI3BaHHOII BBeIEeHMEM TOPMOHA pocTa B JIETCTBE,
Ob1TH TIOIPOOHO omcanwl B 2015 1. rpynmoit yueHsix u3 Benu-
koOputanuu. CpenHUil BO3pacT MAIMEHTOB cocTaBwia 42,7
rofa, HauboJjee YaCTbIMU CUMIITOMAMU BBICTYIAN aTaKCUs U
NU3ECTe3Us] B HUXKHUX KOHEYHOCTSIX, KpOMe TOro, BCTpeya-
JINCh TUPaMUIHAST HEAOCTATOYHOCTh U MUOKJIOHUU TIIPU OTHO-
CUTEJIbHOU COXPaAaHHOCTM KOTHUTHUBHBIX (YHKIWI B nebloTe
3a0oneBaHusd. MHKyOauUMOHHBIA Tepuoa NpuOIMXKaiIcd K
40 rogaM, TPOIOKUTEIBHOCTD 3a001eBaHUsS — OT 5 10 32 Mec
(B cpenHem 14 mec) [18].

Y nanuenTta I1. (knmuHmyeckuit ciaydait Ne2), yuutbiBas
yBJIEYEHUE OXOTOM, 3a00JIeBaHUE MOIJIO ObITh CIIPOBOLIMPOBAHO
ynoTpebdJieHUueM Msica 3apaKeHHOT0 XUBOTHOTO. OJJTHAaKO B CBSI-
34 C MPOJOJKUTETHHBIM MHKYOAIIMOHHBIM TiepronoM BKS, ko-
TOPBIIT MOXeT IINUThCS Oosee 20 JeT, yTH 3apaxkeHust B OOTb-
LIMHCTBE CTy4aeB YCTAHOBUTH HEBO3MOXKHO.

CornacHO KJIMHWYECKOW KapTUHE, B MPEACTaBIEHHBIX
cyJdasix, BeposiTHee Bcero, umeeT Mecto cbKS, koTopast xapak-
TepusyeTcst ObBICTPO MPOTrpeccCUpylollell J1eMeHIue, aKMHEeTH -
YeCKUM MYTU3MOM, MO3XEUKOBBIMU HAPYIIIEHUSIMU, IKCTPATTH-
paMUAHONW WM TUPAMUIHON ANCGhYHKIINEW, MUOKIOHYCOM.
[MponomxutenbHOCTh 3a0601€BaHUST B OOJNBLINHCTBE CAy4aeB —
MeHee 2 JieT, B cpeaHeM — 3—6 Mec. Bo3aMOXXHO Hanmuye ncuxmaT-
pUYECKUX CUMIITOMOB, BKJIIOYasi AEMpPecculo, NMCUX03 U Hapy-
IIEHUsT CHA, KOTOPbIE B NeOI0OTE MOTYT OBITH €IMHCTBEHHBIMU
TpU3HAKaMU 3a00JIeBaHUsI 1 UMUTHUPOBATh MIEPBUYHOE TICUXUA-
TpHuueckoe pacctpoiictso [19, 20].

CemMeitnast ¢opma BKS acconmupoBaHa ¢ myTalueil B
reHe PRNP (xonupyet npuoHHbIii 6e10k PrP) u, mo HekoTo-
pPBIM JTaHHBIM, OTJIWYAeTCS] paHHUM HavyajoM (B CpeIHEeM B
Bo3pacte 29—33 jer). Jlpyrue CUMIITOMBI TaKKE XKe, KaK U Mpu
cBK [21].
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[Tpu MPT ronosHoro mo3ra, ocodoeHHo nipu cbK, ooHa-
pYXMBaeTCs TUIIEPUHTEHCUBHBIN CUTHA OT 0a3aJIbHBIX TAHTIIN -
eB 1 Kopsl B pexxume DWI u FLAIR (uyBcTBUTENIBHOCTL 96%,
crenrbuyHocTh 93%) [22]. AnamornyHasi KaptuHa MPT Ha-
OJsioanach U 'y HalllMX MalMeHTOB.

Ha 93T npu BKSI, rmaBHbIM 00pa3oM B MO3AHUX CTaIU -
SIX, BBISIBJITIOTCSI TUTTUYHBIE U3MEHEHUs] B BUIE TepUOIUIC-
CKMX JBYX- U TpeXx(ha3HbIX KOMIUIEKCOB OCTPBIX BOJH C YaCTO-
Toii 1-2 i1 [23], KoTOpbIe Y HAIIMX TAIIMEHTOB TaKXKe TPUCYT-
CTBOBAJIH.

B o6mem ananuze LICK npu BKS nmarojsorun He oTme-
YaeTcs, MOTYT ObITh OOHAPYXXEHbI TaK1e OMoMapKephbl, Kak Oe-
Jok 14-3-3, 6enok S100-6eta, HeitpoH-crienudUUecKast eHO-
Ja3a u Tay-nporerH. OmXHAKO NaHHBIE OCJIKM HE SIBISIIOTCS
MPUOH-CIeIM(PUUIECKMMA U CUYUTAIOTCS MapKepaMu IOBpEXK-
neHust HelipoHa [24]. ¥V nHamwmx nanueHToB aHanu3 LICXK He
ObL1 U3MeHeH. MccnenoBaHue Ha Hainuuue Oenka 14-3-3 He
MPOBOIMIIOCH B CBSI3M C OTCYTCTBUEM peakTUBOB. [1pencraBisi-
eTcsl epCreKTUBHBIM OOHapyxeHue oenka PrPs B LICXK wme-
tonoM RT-QulC (Real-time quaking-induced conversion —
WHAYUMpPOBaHHAs BUOpaIlMeil KOHBEPCHUS B PEXUME pealbHO-
ro BpEMEHH), YYBCTBUTEIbHOCTh KOTOpOro coctanisieT 80%, a

[MonTBepskmeHNe AMarHo3a BO3MOXHO TOJIBKO TO JaHHBIM
OUMOTICUY WJTN ayTOTICUY TOJIOBHOTO MO3Ta, UTO SIBIISIETCS TTPO0IIe-
Moii MupoBoro ypoBHs [26]. Harpumep, B BeukoOpuraHuu ay-
TOIICHSI IIPOBOAMTCSI TOJILKO Y MOJIOBUHBI BeeX ymepiuux [27]. Uc-
XOIsl M3 3TOr0, MCTUHHBIE 3MUAEMUOJOTMYECKUE IMOKa3aTean
BKSI MoryT ObITh 3aHMXEHBI B CBSI3U C OTCYTCTBMEM MaTOJIOr0aHa-
TOMUYECKOTO MCCIIEIOBAHNS U CBEJICHIEM MMEIOIIUXCSI CUMIITO-
MOB K T€YEHUIO IPYTOTO HepoaereHepaTUBHOTO 3a00IEBAHMISI.

BoisBnenne BKS MOXHO yaydimmTh MpM HaajIeXalleM
SMUIEMUOJOTUUECKOM HaA30pe, COOTBETCTBYIOILEN OCBEIOM-
JIEHHOCTU MEIMIIMHCKUX PaOOTHUKOB O 3a00JIeBaHUM U JOCTa-
TOYHOM KOJIMYECTBE HEBPOJIOTOB. DTO MOATBEPKIAIOT UCCIISI0-
BaHWs, TIPOBEIEHHBIE B ABCTPAJIMU: TIOKa3aHO, YTO WHTEHCUB-
HOCTbH SIUIEMHUOJIOTUIECKOTO HAI30pa CIIOCOOHA TOBIUATH Ha
3aboneBaemocts BKA [28, 29].

3aknwvyenne

B 3zakmioueHue ormetnM, uto no aHaygornu ¢ CILA u eB-
pOTeCKMMU cTpaHaMK B Poccru HeoOXoamMo TIpoBeIeHNE MO-
HUTOPUHTA ITPUOHHBIX dHIIEe(MaTONAaTHii 1 MPU BBISIBICHUN BO3-
MOXHBIX, BEPOSITHBIX UM TOCTOBEpHbBIX ciiydaeB BKS akcTpeH-
HOE OITOBEIIEHUE O HUX OPraHOB 3[IPaBOOXPAaHEHUS U DIUJIC-

crneruduanocts — 100% [25].
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