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AHHOMayun

AxmyaavHocmsb. OnuBonoHTolepebessapHas arpodust (OIIL[A) npencrassieT coboil peaKkoe Helfipo/iereHepaTUBHOe 3a60IeBaHIE, XapaKTe-
pu3yrolleecs: HEIPEPHIBHO [IPOTPECCUPYIOIINM TEUeHUEM, coYeTarolee B cebe MPU3HAKH MO33KEUKOBOW aTAKCHH, HTAPKUHCOHU3MA, TMPAMU/THO-
TO CHH/IPOMa, XOPeoaTeTo3a, IEMEHIIUH, [J1a30/[BUraTeJIbHbIX HapyIIEHN!, IOpaKeHus repudepruyecKux HEPBOB U BETeTaTUBHOM HEJ[0CTATOY-
HOCTH. /1e6I0T TaHHOTO 3a00JIeBaHIs B 3PEJIOM U [IOKUJIOM BO3pacTe, HU3Kas YaCTOTa BCTPEUAEMOCTHU B MOIYJIAIUHN, HECTIEIUGMUIHOCTD U Me/[-
JIEHHOE Pa3BUTHE CUMIITOMATHKU OCJIOKHSIIOT AnddepeHInanibHO-IUarHOCTUYECKUH mporiecc. JlaHHas cTaThsl MOCBSIIEHA pa3b0opy KIUHUYE-
CKOTO CJIydasi OJIMBOIIOHTOIEPeOeUIApHON aTpoduy, BepuduKalusa KOTOpoi Oblia KpaiiHe 3aTpy/iHEHA.

IJeaw. AKeHTHPOBATH BHUMAHUE Bpavyeil Pas3jMYHbIX CHEeNUaIbHOCTEH, IPeX/ie BCero HeBPOJIOTOB, IICUXUATPOB, TEPAIIEBTOB, Ha MpobjeMe
PeAKUX HEHPO/iereHepaTUBHBIX ATOJIOTHH, BepU(dUKAIKsI KOTOPhIX KpaliHe 3aTPy/IHUTEIbHA B 3PEJIOM U ITOKHJIOM BO3pacTe.

Mamepuaavt u memodst. Vcropusi 6osie3un nanueHTku M., 68 Jiet, HaXouBILEHCs B OT/IEJIEHUH TICUXoTepanuu. MccenoBanue obiiecoma-
THYECKOTO, IICUXIUYECKOTO U HEBPOJIOIMYECKOTO CTaTyca.

Pe3yabmamul. YUUThIBas Kaj00bl MAIIMEHTKH U ee PO/ICTBEHHUKOB, JaHHbIE TICHX0JIOTO-TICUXHATPUYECKOTO OCMOTPA U HEBPOJIOTUYECKOTO
cTartyca, IoKasaTeJI MarHUTHO-PE30HAHCHOH ToMOrpaduu roJIoBHOTO M03Tra, OTcyTeTBre 3ddeKTa OT jIeueHNs] HEBPOJIOTMUECKUMHU U IICUXOTe-
paneBTUYECKUMU ITpernapaTaMu, ObLI BHICTABJIEH BEPOSTHBIN KIMHUYECKUH ArarHo3: « HaciencTBeHHas cIUHOIepebesUIsIpHas aTaKCHsI HEYTOU-
HEHHOTO TuIa (0JIUBONOHTOIepebesUIsipHAs aTpobusi)».

Bb1800bt. PanHsIs1 IMarHOCTHKA KIMHUYECKUX [TPOSBIIEHHH OJIMBOTIOHTOIIEPEOEIAPHON aTpod K KpaiiHe 3aTpy/IHUTEIbHA, 0COOEHHO B ITOKH-
JIOM BO3DPACTe, TaK KaK IIPOTEKAET I10/T MACKOM BO3PACTHBIX COCYAMCTHIX NU3MEHEHUH BEIeCTBA TOJIOBHOTO MO3Ta, IPOSIBJISSICh PA3HOOOPa3HBIMHU
0YaroBBIMU CUMITOMAaMU U HapylIeHUeM ICUXUUeCKUX QYHKIUA. AHAMHECTHYECKIe JaHHbIe O MOSIBJIEHUH IIPU3HAKOB 3HAUUTEIbHOTO KOTHHU-
TUBHOTO CHIKEHHS W MyJIbTU(OKATBPHONW 04aroBOH CUMIITOMATUKH Y IIOKHUJIOTO MAITUEHTa, He 3JI0yNOTPEeOIIAIONIEro aKoroIeM, He CTPazjai-
II[Er0 37I0KAYeCTBEHHOM THIIepTeH31el U BHIPAYKEHHBIM aTePOCKIEPO30M, a TaKKe APYTUMHU (POHOBBIMU 3a00JI€BAHUAMHU, TPEOYIOT UCKITIOUEHUS
COCYZIMCTOTO U JIETeHePAaTHBHOTO reHe3a PacCTPOMCTB. B JaHHOM OMHMCAaHHOM CJIydae COYeTaHHe MO3KEUYKOBOM aTaKCUU U JIEMEHI[UU CTAJIO Si/I-
POM KJINHUKU HEUpOJIeTeHepaTHBHOTO IIPOIlecca, MOATBEPIK/IEHHOTO HEHPOBU3yaIu3aliieil TOJI0BHOTO MO3Ta, UCKJIIOUNB KOHBEPCUOHHBIN Xa-
pakTep HapylIIeHUH.

Karoueewvte caoea: onMBOIIOHTOIEpebesisspHast aTpodus, crinHoIepebesyIspHast aTaKCUsl, TaDKUHCOHU3M, MO3KEUKOBAasI aTaKCUsl, KIIMHITUe-
CKHH ciIydaii.

Jlas yumuposanus: Kypymuna O.B., Kpusonoxkuna I1.C., Mupomuukosa B.B., Uepnas H.A. Kiiuanueckoe HabJTI0/IeHIIE TTO3HETO /1e010Ta
OJIMBOIIOHTOIEPebeIsipHON aTrpoduu. KiinHnueckuit pa3bop B 001eit Mmepunuse. 2023; 4 (6): 45—50. DOI: 10.47407/kr2023.4.5.00270

Case report of late-onset olivopontocerebellar atrophy

Olga V. Kurushina, Polina S. Krivonozhkina™, Valentina V. Miroshnikova, Natalia A. Chernaya

Volgograd State Medical University, Volgograd, Russia
“polina.krivonozhkina@mail.ru

Abstract

Background. Olivopontocerebellar atrophy (OPCA) is a rare neurodegenerative disorder characterized by the continuously progressive course
that combines the signs of cerebellar ataxia, parkinsonism, pyramidal syndrome, choreoathetosis, dementia, oculomotor dysfunction, affected pe-
ripheral nerves, and autonomic failure. Differential diagnosis is hampered by late onset of the disease in adulthood and older age, low prevalence
in the population, non-specific nature, and slowly emerging symptoms. The paper investigates the clinical case of olivopontocerebellar atrophy
that has been extremely difficult to verify.

Aim. To attract attention of physicians of different specialties, primarily neurologists, psychiatrists, general practitioners, on the issue of rare
neurodegenerative disorders, which are extremely difficult to verify in adulthood and older age.

Methods. Medical history of female patient M., 68 years, who stayed at psychotherapy department. Assessment of the whole body, mental, and
neurological status.

Results. Considering the complaints of the patient and her relatives, the data of psychological and psychiatric assessment, neurological status,
brain MRI, and no response to treatment with neurological and psychotherapeutic drugs, the following probable clinical diagnosis was estab-
lished: “Congenital spinocerebellar ataxia of unspecified type (olivopontocerebellar atrophy)”.

Conclusion. Early diagnosis of the OPCA clinical manifestations is extremely difficult, especially in elderly individuals, since the disorder occurs
under the guise of age-related vascular changes in the brain matter and manifests itself in focal symptoms and mental function impairment. The
history of the signs of prominent cognitive decline and multiple focal symptoms in the elderly patient, who is not excessive drinker and has no
malignant hypertension or severe atherosclerosis, as well as any other background disease, requires exclusion of the disease vascular or degener-
ative origin. In the reported case, the combination of cerebellar ataxia and dementia constituted the core of clinical manifestations of the neu-
rodegenerative process confirmed by brain imaging to exclude the conversion disorder.
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BBeageHmne

OusuBonoHTONEepebeapHan arpobusa (OIIIIA) — pen-
KO€, HEIPEPHIBHO MIPOTPeCCUpYIolee HeWpO/lereHepaTrB-
Hoe 3a00JIeBaHUe, CBSI3aHHOE C TIOPAYKEHNEM HUKHUX OJIU-
BAapHBIX ¥ MOCTOBBIX sI7ZIEp CTBOJIA TOJIOBHOTO MO3Ta, KOPbI
MO3’Ke€UKa U ero MHOTOYMCJIEHHBIX CBA3EH ¢ KOPOH, MOA-
KOPKOBBIMHU CTPYKTYPaMH, CTBOJIOM, 0COOeHHO ¢ Bapouiue-
BbIM MocTOM [1]. KJIMHUYECKH TPOSBIISIETCS COYETAaHUEM
MO3KEUKOBOU aTaKCHM C BKCTPAUPAMU/IHBIMU U MHPA-
MUJHBIMU HapyIIeHUsIMU, TJ1a30/[BUTAaTEIbHBIMU pac-
CTpOMCTBaMHU, /leMeHIHe [2].

OIILIA He wMeeT reH/IEPHBIX PA3JIWYUM, XapaKTepU3y-
eTCs MO3/THIM HavaioM, 00bI9HO B 60—65 JeT [1, 2]. Cpes-
HsIsI TPOJIOJI?KUTEILHOCTD KU3HU GOJIBHBIX COCTABJISIET 10—
15 jer ¢ MoMmeHTa faebrooTa 3abosieBanus [3]. 3abosieBae-
MOCTb B CPE/THEM COCTABJISET 4—6 CiIydasi Ha 100 ThIC. Hace-
JIeHus B rof [4].

Panee OIILIA 6bly1a OZJHOM U3 KJIINHUYECKUX (GOPM MyJIb-
tucucremuoii arpodun (MCA). Ha laHHBIN MOMEHT CUUTA-
eTCs OTZeJIbHOU TeTepOTeHHON HO30JI0THeN, BKIIOYAIOIIen
B cebA IOATHIIBI: CHUHOLEPEOE/UIAPHYI0 aTaKCHIO 1-TO
tuna (CIA 1), 2-ro tTuna (CIIA 2), ciuHOIEepebesIAPHYIO
atakcuio 3-ro Tuna (CIIA 3), cnuHonepebeUIAPHY0 aTak-
cuio 4-ro tuna (CIIA 4) [5, 6].

ITatorene3 OIILIA ocraeTcss HEIIOJHBIM U He [0 KOHIA
U3y4EeHHBIM, HECMOTpPSI HA MHOTOYHCJIEHHbBIE HCCIIE0BA-
HUSI B 3TOU ob6siactu. TOUHO yCTAaHOBJIEHO, YTO Pa3BUTHE
JIAHHOU IaTOJIOTWH CBSI3aHO C HApYIIEHHEM KOJIUYeCTBa
TPUILIETHBIX MOBTOPOB LIAT (1{UTO3UH-a/IEHUH-TYaHUH) B
Pas3JIMYHBIX XpOMOCOMax, Hanpumep B 6 — mpu CLA 1,
smbo B 12 — npu CIA 2 [1, 4]. OqHaKO B KIMHUYECKOH
MPAaKTHUKE HEBO3MOXKHO YCTAHOBUTH UYETKUE Pa3JIuyus B
CHMIITOMATHKe 3THX HOo30s10rn4ueckux (opm OIIITA.

ITaromoposioTHYecKu HaXO/AT U3MEHEHUS] B HIKHHUX
OJIMBApHBIX fI/[paX IMPOJI0JIFOBATOTO MO3Ta, COOCTBEHHBIX
SIZIpaX MOCTa, MOCTOMOB3KEUKOBBIX, OJIMBOMO33KEUKOBBIX
MMyTsIX, NepebesIApHoi Kope [1, 3].

B xyimanKe OITIIA Ha nepBbIii IJIaH BBIXOAAT IPU3HAKHU
MO3’KEUKOBOU aTakcuu. 3aboJieBaHHEe HAUMHAETCS HCIIO/-
BOJIb, ITOCTENIEHHO HAPACTAIOT HEYCTOMYMBOCTD ITPU X0 b0e
U, KaK pe3yJIbTaT, B JIAJIbHEUIIIEM YacThle MafieHus [2, 4].
Hapy1maeTcst KOOp/IMHAINS IBHKEHUN B KOHEUHOCTSIX, 13-
MEeHSsIETCS TIOYEPK, BIUIOTH /10 HEBO3MOXKHOCTH ITUCATh, 10-
SIBJISIETCS UHTEHI[MOHHBIN TPEMOP, IPUBOAIINN K 3aTPY/I-
HEHUIO caMOoobCTy:KUBaHus1. PacCcTpoiicTBO peun BhIpaka-
eTCsl B IU3apTPUM, 8 UMEHHO B CKAH/IMPOBAHHOCTHU, «TeJie-
rpadHOM cTuie» [5].

Crout ormetruTh TUnuuHble /1A OIILIA npusHaku skc-
TpamMpaMU/IHBIX pacCTPOMcTB. Yalle BCEro BCTPEUaroTCs
pa3IuyHble THUIIEPKUHE3bl: XOPeoaTeTo3, 6aJIN3M, MOCTY-
PaJIbHO-KUHETUYECKUU TPEMOP TOJIOBBI, TYJIOBHUIIA, KOHEY-
HOCTEH, MHOKJIOHUH, JUCTOHUYECKUE YCTAHOBKH [ 3, 5]. T'o-
paszio pexe y APYrux ManveHTOB OTMEYAIOTCS MPU3HAKU
AKUHETUKO-PUTU/IHO-/[POKATETLHOTO CHHIPOMA.

Hepenko ¢ TeyeHHMEM BpeMEHU IPHUCOEAUHSIOTCS HPH-
3HAKU TUPAMU/IHON HEJIOCTATOYHOCTU B BUJIE TIOBBIIIIEHUS
CYXOKUJIBHBIX pedJIeKCOB C pacuImpeHueM pediieKcoreH-
HBIX 30H, yTHETEHUEM OPIOIIHBIX 1 TIO/[OIIBEHHBIX pediek-

COB, PAacCTOPMa)KMBAaHHEM IIATOJIOTHYECKUX KHCTEBBIX,
CTOIIHBIX 3HAKOB, pedJIeKCOB OPAJIBHOTO aBTOMAaTH3MA [3,
5]. OlHaKO 3HAYUTEIFHBIX CUJIOBBIX [TAPE30B U Mapajinden
He Habsroziaercs. Kpome TOro, MOryT BOBHUKATH U CTBOJIO-
Bble CHMIITOMBI: IJIa30/{BUTraTeJIbHbIE, OyIp0apHble Hapy-
LIeHNs PAa3JIMYHON CTEIIeHU BBIPAXKEHHOCTH [2].

Kpowme toro, npu OIIIIA Hepenko, BCaeACTBHE HapyIle-
HUS CBSI3eH C KOPKOBBIMU U IIOJJKOPKOBBIMU CTPYKTYPaMHU,
BBIABIIAIOTCA adPeKTHBHBIE PACCTPOMCTBA U MOXKET Hapac-
TaTh KOTHUTUBHBIN fleunut. Kak npasuiio, eciu enpec-
CHUBHBIE PACCTPOMCTBA, BETeTaTUBHAS JUCPYHKIIUA B BUIE
MIAHWYECKHX aTaK JIOCTABJIAIOT HEyAoOCTBA ManueHTaM, U
OHU 00pAaIAIOTCA C ITUMU HaPYIIEHUAMHU 32 IIOMOIIIBIO, TO
CHIPKEHNE MTaMATH U UHTEJUIEKTA «CIIMCHIBAIOTCA» Ha BO3-
pacTtHbie 0cOOEHHOCTH [1, 4, 5]. EC/i KOTHUTHBHOE CHUXKe-
HHe He IMarHOCTUPYETCH, TO 110 Mepe IPOrpecCUPOBAHUA
3a00J1eBaHUsA, BBISABJIEHHE HCTHHHOTO 3THOJIOTMYECKOIO
(dakropa ObIBaeT 3HAUUTEHPHO 3aTPYZAHEHO, YTO, B CBOIO
odepesib, COIMAJIBHO Jle3aJalITUPyeT NAIleHTa, CHUKAeT
3(pdeKTHBHOCTD JIeUeHUs JeMEeHIIUN U CII0COOCTBYeT paH-
Hell nHBasHAu3anuu. O6pasyeTcs CBOeOOPa3HbIA «IIOPOY-
HBIN KpPyT», Pa30pBaTh KOTOPBIH BO3MOXKHO B CJIydae paH-
Hel INarHOCTUKH U CBOEBPEMEHHO Ha4aToro yiedyeHus. I1o-
9TOMY, B CjIyyae OOpaleHHs MaldeHTOB II03JHETO BO3-
pacta K BpadyaM WHTEPHHCTAM C BIIEDBBIE IIPEbsBIIse-
MBIMH Ka100aMU, He YKJIaJbIBAIOIIIMUCH B €AMHYI0 KJIH-
HUYECKYIO0 KapTHHY, HeOOX0JUMO HAIIPABJIATH TAKUX 60JIb-
HBIX Ha KOHCYJIbTAIlUU K HEBPOJIOTY M CBOEBPEMEHHO FHC-
I10JIB30BATh B IUATHOCTHKE BU3YyaIbHBIE METOBI 00CIIE10-
BaHUA.

Knuanueckuil mosmumopdusm, reHeTudecKas reTeporeH-
HOCTb, INO3JHUH e0I0T, MeJJIEHHO IIPOrpecCUpYIollee
TeueHHe 3a00JIeBAHM, A TAKXKE HU3KAasA CTEIIeHb HACTOPO-
JKEHHOCTH Bpa4yel-HeBPOJIOTOB, ICUXUATPOB, TEPAIIEBTOB B
OTHOIIIEHUY T'eHEeTHUYeCKUX 3a00JIeBaHUH B 3PEJIOM U IIO-
JKIJIOM BO3pacTe O0YCJIOBIMBAIOT TPYAHOCTH IIPOBEEHUSA
nuddepeHnIATBPHON TMATHOCTUKY ¥ CBOEBPEMEHHOH T1aJI-
JIMATUBHOM KOppekIuu paznuuabix ¢popm OITIA [1, 2, 4].
Vicropus 601€3HM KaKJOTO MAIFIeHTa ¢ TAKUM JHArHO30M
JIOJKHA OBITH IIO/IBEPTHYTA TIATEIBHOMY KJIMHHYECKOMY
pasbopy ¥ JUHAMUYECKOMY HAOIIO[EHHIO.

Marepuaasl 1 MeToabl. lcropusa 6one3Hn mamu-
eHTKU M., 68 jieT, HaxXOAWBITIENCA B OTAEIEHUH IICUXOTEPA-
. VcenenoBanue 061ecoMaTuyeckoro, ICUXUIECKOTO U
HEBPOJIOTMYECKOTO CTaTyca.

KnuHnueckuin cnyvanm

B ncuxorepanesruueckoe oraesnenue I'bY3 BOKIIB No2
rmocrynuiaa nanuestka M., 68 sier, ¢ »xamobaMu Ha CHH-
JKEHHOe HaCTPOEHUE, TPEBOTY, HeXKeJIaHWe 3aHUMAaThCA J10-
MAaIllHUMU [eJIaMH, IUIAKCUBOCTh, CHHJKEHHE AaIlleTHTa,
Moxy/iaHue, oOIIyI0 Cj1ab0CTh, HENPUSITHBIE OIIYIIEHUs B
Tejle 0 THILY <«XOKEHUSI», KOTOphIe XapaKTepU3yeT Kak
«HECTEPIUMbIE», [IEPUO/INUECKIE TOJIOBHbIE OOJIH, CyXOCTh
BO PTY, OINYyIIIeHHE «KOMa B TOpJe», HapyIleHue KOOPIH-
HAITUH ¥ PAaBHOBECUSA C YACTHIMU MAJ[€HUSIMU.

N3 anamnaesis morbi, co CJIOB POJICTBEHHUKOB, W3-
BECTHO, UTO 3a00Jiejia IIOCTEIIEHHO, B TEUEHHE IIOCJIETHUX
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mectd — ceMHu JeT. OKpy:Karolye CBA3BIBAIN YXy/IIIIEHHE
CaMOYyBCTBUSA C TE€M, UTO HAI[MEHTKA Ilepeexasa Ha HOBOEe
MECTO JKHUTEJIBCTBO U3 JIDYI'OTO IOposia, B KOTOPOM IIPO-
JKHMJIa BCIO JKH3HbB, IIOMEHsJIA INIPUBBIYHYI0 OOCTAHOBKY,
CMEHMJIa KJIMMATHYECKYIO 30HY. 3a IIOMOIIBIO K ICUXUATPY
Y HEBPOJIOTY He 00pallayIiCh, paclleHUBasA IAHHOE COCTOS-
HUe€ KaK IIPOsBJIEHHUE «TOCKH IO JioMy». IloHavary namu-
€HTA KAJI0BAJIach Ha IUIOXYI0 IEPEHOCUMOCTb XKapPbl, CTaIa
WCIBITBIBATh HEIIPUATHBIE OINYIIEHWSA B BHJE «KOMa B
ropsie». OZTHOMOMEHTHO CTaJIO IOBBIIIATHCSA APTEPHAJIBHOE
JaBieHue 10 nudp 200/100-180/90 mm pr. cr. Ilocie
KOHCYJIBTAI[IH TepaIleBTa I'MIIePTOHUA Obljla KOMIIEHCUPO-
BaHa (BbIcTaBjeH pauarHo3 «HMmemudeckas O0O0JIE3HD
cepALa»), HO 2KaJ00bl HA IIJIOXO€ CAMOYYBCTBHE, a/IMHA-
MUIO, HEeXKeJIAHHEe YeM-TH00 3aHUMAaThCH, IUIOXOH aIlIleTuT,
OILyIIIeHHEe «KOMa B ropJie» HapacTaid. IlanueHTka Opuia
HEO/THOKPATHO KOHCYJIPTHPOBAaHA TEPAIIEBTOM, Kap/IHOJIO-
roM, TacTpO3HTEpOJIoroM. KOpOoTKMM KypcoMm Iosydasia
TPULUKJINYECKUH aHTHJEeNpeccanT (aMUTPUNTUIINH) H
TpaHKBIIIN3ATOP (OpoMoxyiopodeHmIaurnIpo6eH30ama-
3€IMH) C KPATKOBPEMEHHBIM YJIyUYIIIEeHHEM COCTOSHHSA B
BHJI€ HOPMaJIM3AI[UN HOYHOT'O CHA.

3a mocyieiHYE 1BA TO/la POJICTBEHHUKY OTMETUJIN U3Me-
HEHUs B IIOBEJEHHUM IAIMEHTKU: cTasa (ojiee IMacCHBHA,
0e3pIHHIIMATHBHA, IIOYTH IIE€PECTayIa BBIXOAUTH U3 JIOMA,
CHUBWJICS MHTEPEC K COOBITHAM B XKU3HHU CEMbBH, YXy/IIIH-
JIach IaMATb, TSAXKEJIO OBLIIO CKOHIIEHTPUPOBATh BHUMAHUE.
B 5T0 ke BpeMs pOHbIE OTMETHJIH BHIPA’KEHHYIO HEYCTOH-
YHBOCTb IIPU X07b0€, YacThle aileHus, HO 0e3 IoTepH co-
3HaHUA ([I03TOMY MalMeHTKa 0OosIach JIMIIHUEN pa3 MOKU-
JIaTh JIOM U COBEpIIATh IIPUBBIYHBIE €l Iellre IPOTYJIKY,
IepeJIBUraJIach TOJIBKO B IIpesiesiaX COOCTBEHHOH KBap-
TUDBI, LEIUIAACH 32 OKPY’KaIOIIVe IPeMETh «YTOObI He
ymactb»). Kpome Toro, Hapymnmiach KOOpZUHAIIH JIBHKeE-
HUH B KOHEYHOCTAX («Iepebusa BCIO MOCYIy», «He MOTJa
KJIFOUOM OTKPBITB JIBEPH, TAK KaK He II0IaJaia KJI0YOM B
3aMOYHYIO CKBAJKUHY»), NU3MEHIWIACh PeYb («TOBOPUT OT-
PBIBHCTO U IIPOTSKHO» ). IlocTenieHHO 6oIbHASA CTaJIa OTKA-
3BIBATHCA OT €J1bI (B CpeHEeM IIOXY/esIa 3a 2 rofia Ha 20 KT),
CChLIASACH HA CHIKEHHE aIllIeTHTa, OTKAa3bIBAJIACH YYACTBO-
BaTh B IIPUTOTOBJIEHHUH JOMAIIHEH IHINY, OTMeYasd y cebs
ob61yio ciabocTh U HapylleHue namaTy («3abblia Bee pe-
[eNTHl 3HAKOMBIX OJII071»). B ¢BA3M C BhIIEyKa3aHHBIMU
skasiobamMu Oblla MPOKOHCYJIFTUPOBAaHA HEBPOJIOTOM, BBI-
CTaBJIEH JMArHo3 «XpOHUYECKas HIIEeMHUS T'OJIOBHOTO
mo3sra II creneHun, acTeHOHEBPOTHUYECKHUI CHHpOM». Ha-
3Ha4YeHHbIE OOJIBHOM COCYAMCThIE, HOOTPOIIHBIE, HEHpoMe-
TaboJIMYeCKUe U BUTAMUHHBIE IIpelapaTbl He JaJIH OXKU-
JlaeMOTo II0JIOXKUTeIbHOTO 3dderra. Bpaun-nHTEpHUCTHI
PaCLIEHWIN COCTOSIHHE IAIeHTKH KaK pe3yJsbTaT 3aboJie-
BAHUA CEP/EYHO-COCY/IUCTON CHUCTEMBI U XPOHHYECKOH
WIIIEMUY FOJIOBHOTO MO3Ta, He BBIXOZAIIEH 32 BO3PACTHBIE
PaMKH.

[TockoJibKy GOJIBHAS IPOJOJIKAIA IPEBABIIATD JKaT00bI
Ha TrOJIOBHBIe OOJIH, OIIyIIEeHHe «KOMa B ropse», 60JH B
HIDKHUX KOHEYHOCTSAX, HEYCTOWYUBOCTD IIPH XO/1b0€e, HeB-
poJioroM ObLTa HampaBjeHa Ha KOHCYJIBTAIMIO K IICHUXU-
aTpy IO MECTY JKUTEJIbCTBA. [ BepudUKauy JuarHosa

manyeHTKa OblyIa HallpaBjieHa Ha CTalllOHApHOe J0006ce-
JIOBaHUE U JIEYEHHE C IIPe/IBAPUTEIBHBIM 1HarHo3oM «Tpe-
BOJKHBIE U HCTEpUYECKHE IPOSBJIEHUSA B PAMKax acTeHO-
JIEIIPECCHBHOTO PACCTPOMCTBA Y JIMYHOCTH C OT/IEJIbHBIMU
aKIIeHTYHPOBAaHHBIMH UYEPTAMHU XapaKTepar.

B ycnoBuAX mcuxoTepaneBTHYecKoro orhesneHus I'BY3
«Bosrorpasickas ob6JyiacTHas KJIMHUYECKas IICHXHUATpHYe-
ckas 6ospHHIIA NO2» GostbHASA M. ObLIA OCMOTPEHA IICHXH-
aTpoM, IICUXOTEPAIIEBTOM, el OBLJIO IIPOBEAEHO UH/IUBU/Y-
aJIbHO-TICUXOJIOTHYECKOE HCCIIeIOBaHUe. BhIABIIEH JIerkuii
YPOBEHb fieripeccuyl Ha (GOHE CHIDKEHHS IaMATH, BHHUMa-
HU, UHTEJUIEKTYaJIbHOTO YPOBHS, YTO HE MOIJIO B IIOJIHOH
Mepe 00BACHUTH TAXKECTh COCTOSIHUA 601bHOU. Takke BbI-
SICHEHO, YTO HACJIEZICTBEHHOCTh Y MAI[MEHTKU MCHXOIATO-
JIOTUYECKH He OTATOIIEHA, IOCTOBEpHAA HH(OpMAIHA O Te-
HeTUYeCKNX 3a00JIeBaHUAX POJCTBEHHUKOB OTCYTCTBO-
Bayia. [lanyeHTKa MPOXKUBAET COBMECTHO C CBIHOM H €r0
ceMbeld, OTHOIIEHUA B CEMbe XOPOIIIHe. Y MalueHTKH obpa-
30BaHMe 8 KyaccoB. B ornesneHnu ncuxuaTpoMm ObUIO Ha-
3HAYEHO JIEYeHNe aHTUAENPEecCaHTOM (MHrubutop obpart-
HOTO 3aXBaTa CEPOTOHWHA) U TPAHKBUIJIN3ATOPOM.

[MTanyieHTKa OGbUIA IPOKOHCYJIBTUPOBAHA TEPAIIEBTOM, BbI-
cTaBJIeH uarHo3 «I'uieproHudeckas 60JIe3Hb 3 CT. ApTepH-
aJIbHAsA TUIIEPTEH3U 3 CT., PUCK 4. Vmemuyeckas 6oyie3Hb
cepana. Kapanockiepos. @yHKIIMOHAIBHBIN K1ace 2. Xpo-
HUYeCKas cepZievyHas HeJJOCTATOUHOCTH 1 CT.», JAHBI PEKO-
MEeH/IAIHH.

Kpowme Toro, nanuenTka 6pl1a 0CMOTpPEHA HEBPOJIOTAMH,
B HEBPOJIOTHYECKOM CTaTyCe: YepPEeITHO-MO3TOBbIE HEPBBI —
3pauku D=S, riasuble menu D=S, dortopeaknus coxpa-
HeHa ¢ 06euX CTOPOH; € TPY/IOM CJIEUT 3a MOJIOTOUKOM (He
JI0 KOHIIA ITIOHMMaeT 33/IaHKe); CHIDKEHA peaklus Ha KOH-
BEPreHINIO0 ¢ 00eUX CTOPOH; OTPAHHYEHbI JIBUKEHUSA IJ1a3-
HBIX s0JI0K BBepX (Iape3 B30pa BBEPX); FOPU30HTAJILHBIN
MeJIKOpa3MallNCThIA HHCTarM, 0osiee BBIPAKEHHBIH IIPH
B3IJIsAJIE BIIPABO; II0JIA 3PEHUS IIPU OPUEHTHPOBOYHOM HC-
CJIeJOBAaHUY HE OTPAHHMYEHBI; CIVI’KEHA IIpaBas HOCOryO-
Hasg CKJIQ/IKa; IVIOTaHWe, (OHAIWA SBHO He HapyLIEHBI;
A3BIK — TI0 cpefHel TuHuU. O0beM IBIKEHUN B KOHEYHO-
CTAX YMEHBIIEH, CKOPOCTh JIBKEHUN B KOHEYHOCTSAX 3a-
MezuieHHa (onurokuHesus). Ilpu BepxHell npobe Bappe —
yZlep:KUBaeT 103y KoHeuHocTed. IIpu HipkHeld mpobe
Bappe — yzep:kuBaer nmo3y KoHeuyHocTel. Criia MBI KO-
HEYHOCTEH yZ0BJIETBOPUTEIbHAA. MBIIIEYHBIN TOHYC IATO-
sornyecku He udMeHeH. CyXOKUIbHBIE PedIIEKCHI C PYK U
¢ Hor D>S, moBBIIIEHHbIE ¢ pacIIupeHneM pedeKcoreH-
HbIX 30H. [TostomBenHBIE pediieKchl cOXpaHeHbl. Auano-
xokuHe3. KoopauHaTtopHBIE NIpPOOBI: IaJIBIEHOCOBYIO
1po0y BBINIOJIHAET HEYBEPEHHO, C MUMOIIOIIA/IaHUEM U JIeT-
KHM HHTEHIIMOHHBIM TPEMOPOM, 0OJIbIlle cIpaBa, IATOY-
HOKOJIEHHYIO ITPO0Y BBINIOJIHAET HEYBEPEHHO, C MUMOIIOIA-
JJAHUEM W BBIPAJKEHHBIM WHTEHIHOHHBIM TPEMOPOM,
Gosbie cpasa. B mpocroii mo3e Pombepra — BeIpaskeHHOE
[IOKAaYMBaHUE C PE3KUM OTKJIOHEHHWEM BIIPaBO (acraswus).
IToxosKa KOPKOBO-MO3KE€UYKOBO-aTaKTHUecKas (maru-
€HTKa BBIHYK/I€Ha JIepKaThCA 32 OI0py), abasus. YyBCcTBH-
TEJIBHOCTh COXpaHeHa. MeHUHTealbHble CHMIITOMBI OTCYT-
cTBYIOT. PYHKIIUN TA30BBIX OPTAHOB HE HAPYIIEHBI.
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MPT 20n08H020 Mo32a nayueHmku M. Cmpenikamu yKa3aHsl npusHaKu
8bIpaXKeHHOU ampoguu Mocma, Mo3xe4Kd, Kopbl 60/1bWUX nosywapuu.
MRI of the brain of patient M. Arrows indicate signs of severe atrophy of the
bridge, cerebellum, cerebral cortex.

C 1es1pi0 BepudUKaUU JUarHo3a Oblia BHIIIOJIHEHA Mar-
HUTHO-pe30oHaHcHas Tomorpadust (MPT) rosioBHOro Mmo3ra
C KOHTPAaCTHPOBaHHEM (CM. PHCYHOK). 3aKJIIOUYeHHE:
cIpaBa B IOKCTAKOPTHKAJIBHBIX CJIOSAX €IMHUYHBIH TOUYEY-
HBII OYar ¢ runepuHTeHCUBHBIM curHasioM B T2 u Flair pe-
JKMMaX, IIaTOJIOTMYECKOr0 HAKOIUIEHHS KOHTpAcCTa HeT,
paclIupeHre KeJIy/I0YKOBOH CHCTeMBI (BEHTPUKYJIOLUIA-
Tanus) U cybapaXHOW/IAJIIBHBIX IIPOCTPAHCTB OOJIBIIUX TI0-
JIyliapuii, pe3koe yMeHblIIIeHNEe B 00beMe MOTyIIIapuil MO3-
JKeyKa, MOCTa, pacliMpeHHe cy0apaxHOUJAJIBHBIX IIPO-
CTPAHCTB B KOPE MO3KEUKA.

YuureiBas »aio0bl TAIUEHTKH U €€ POJICTBEHHUKOB (00-
mas caabocTh, CHUKEHNe KOHIIEHTPAIMY BHUMAaHUSA, YXy/-
[eHWe NaMATH, Oe3bIHUIUATHBHOCTh, ITACCHBHOCTD,
YMEeHbIIeHe HHTepeca K COOBITHAM, IPOUCXOJAAIINM B
JKU3HHU CEMbU, HEYCTOMUYMBOCTH U TIaJIEHUs IPU X0/[b0e 6e3
IIOTEPU CO3HAHUA, aropadobus, HapyIlIeHre PABHOBECHUA U
KOOD/AMHALINY JBIJKEHUU B KOHEYHOCTSX, W3MeHEHUe
pedd, HapylleHue allleTUTa, [IPOrpeccUupyoliee MoXyza-
HUE), aHAMHECTHYeCcKHe cBeZieHust (MO3/HUM 7ebT pac-
CTPOWCTB — B 65 JIeT, U3MEHEHU B I0BEJIEHUH ITAIIHEHTKH,
HapacTamlas COIHaIbHO-OBITOBAs Jle3aaNTallusA), JaH-
HBIE IICUXO0JIOTO-IICUXUATPHUIECKOTO OCMOTpa (JIETKUH ypo-
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BEHb Jlellpeccyy Ha (OHE CHUIKEHUA NaMATH, BHUMaHU,
HHTEJUIEKTYaJIbHOTO YPOBHSA, 3HAYUTEJIbHbIE 3aTPYIHEHUA
B IIOHMMAaHUH, KaK BBIIOJHATD 33/IaHNA) U HEBPOJIOTHYE-
CKOro craryca (MyJIBTUCHCTEMHAs O4YaroBas CHMIITOMa-
THKA — IJIa30/IBUTaTeJIbHbIe HAPYIIEHUs, SKCTPAIIUPaAMU/I-
Has OJIUTO- U TUIIOKWHE3U:, JBYCTOPOHHAA IIpaMU/HAs
HEeJIOCTaTOYHOCTh, KOPKOBO-MO3KEUKOBBIE PACCTPOICTBA
KOOP/IMHAIINY JBUKEHUN, PABHOBECHS, XO/IbOBI), ITOKa3a-
tesr MPT ronoBHOro mosra (atpodus MocTa, MO3KEUKa,
KODBI U BelecTBa GOJIBIINX ITOJIYIIAPUH FOJIOBHOTO MO3Ta),
orcyrctBue 3(ddeKra OT JedeHHs HeBPOJIOTHYECKUMH H
[ICUXOTEePAlleBTHYECKUMHU IIpenapaTaMy, ObLI BbICTaBJIEH
BEPOATHBIN KJIMHUYECKUN IMATHO3: HACJIe/ICTBEHHAs CIIU-
HoIepebesUIsipHast aTAKCUsI HEYTOYHEHHOTO TUMa (TI03/1HsIs
MO3KeUKOBasi aTaKCHs, OJINBOIIOHTOIlepebesIApHast aTpo-
dus).

O/lHaKO OT IPOBEZIeHUs /JJIPHEHINEero reHeTHYeCKOTro
IIOJITBEPK/IEHUA JUATHO3a CeMbs ITAllMEeHTKN OTKa3aJ1ach.

3aknioyeHune

Takum 06pa3oM, Ha OCHOBAaHUU IIPEJICTABJIEHHOTO KJIU-
HUYECKOTO CJIy4dasi, MOKHO C/IeJIaTh BBIBOZ, O TOM, UTO PaH-
HAS JAUATHOCTUKA KJIMHWUYeCKHX mposasiaeHnuii OIIIA
KpaliHe 3aTPyJAHHUTEJIbHA, IIOCKOJIBKY MOXKET BO3HUKATH B
IIOJKHMJIOM BO3pAacTe, KOIZA MAIFEeHThl HNMEIT OOJIbIION
CIIEKTP BO3PACTHBIX COCY/IUCTHIX U3MEHEHHUH BelecTBa ro-
JIOBHOT'O MO3ra, KOTHUTHBHOE CHIKeHUe, addeKTUBHbIE
HaCJIOEHU, KOTOPble MACKUPYIOT HUCTHHHYIO KapTHHY 00-
ne3Hu. OJIHAKO CyIe/lyeT YYUTHIBATh, UTO B IOXKUJIOM BO3-
pacre B 0OOJIbIIEN CTEEHH XapaKTepHa BeCTUOyJspHas
Y/ WJIH KOPKOBAas aTaKCH:, a BOT IOSABJIEHHE MO3KEYKOBOTO
XapaKTepa paccTpOMCTB paBHOBECHs U KOOP/IMHALIMHY Y I1a-
[IMEHTA, He 3JI0YIOTPEOJIAIONIETO aJIKOT0JIEM, T0JIPKHO, Oe3-
YCJIOBHO, HACTOPa)KMBaTh Bpada. [losBJeHNe NpPHU3HAKOB
3HAYHTEIbHOIO KOTHUTUBHOTO CHUIKEHH y TAIIUEHTOB 6e3
3JI0KaYEeCTBEHHOU TUIIEPTEH3UH, aTEPOCKIIEPO3a U JIPYTUX
(oHOBBIX 3a060JIEBaHUI MOKUIJIOTO BO3pacra Tpebyer wmc-
KJIIOYEHHS COCYyJUCTOTO U JIereHepaTHBHOTO TreHe3a pac-
CTPOWCTB. B ZJaHHOM OIMCAHHOM CJIy4ae COYETAHHE MO3-
JKEUKOBOH aTAKCHM W JIEMEHIIWH CTJIO SAAPOM KIUHUKH
HeHpoiereHePaTUBHOTO IIPOIiecca, MOATBEPIKIEHHOTO Hel-
poOBH3yanu3anyed roJIOBHOTO MO3ra, HUCKJIIOYHUB KOHBEp-
CHOHHBIU XapaKTep HapyIIeHUH.
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COKPALLEHHAA UHOOPMALIMA NO NPUMEHEHUIO JIEKAPCTBEHHOI'O MPEMAPATA APJIEBEPT®

Me>xxayHapoaHoe HenaTeHTOBaHHOE WM FPYNMNMPOBOYHOE HaMMEHOBaHMe: AVMeHrnapuHaT+umHHapu3nH. JlekapcteeHHaa dopma: Tabnetku. NokasaHua K npu-
MeHeHMIo: CMNTOMaTMYeCKOE JIieHeHVe roNnoBOKPY>KEHWUA pa3nmyHoro reHesa. Mpenapat ApneBepT® nokasaH AnA NPpUMeHeHWA y B3pochbix. lpoTuBonokasaHua:
NoBbILLEHHaA YyBCTBUTENIbHOCTb K AENCTBYIOLLMM BeLLecTBaM, AndeHrnapaMmHy unm opyrum aHTUrncTaMmHHbIM CPeACcTBaM CO CXOAHOW CTPYKTYpPOR, nnbo K Jto-
60My 13 BCMOMOraTesibHbIX BELLECTB; HapyLueHne GyHKLUM NOYEK TAXENON cTeneHn Taxkectu (knupeHc kpeatuHuHa (KK) meHee 25 mn/MuH); HapyLlueHune dyHKLnm
neyveHn TAXKENoN cteneHun TAxecTn (6onee 9 6annos no wwkane Yanna-lNbio); 3akpbIToyronbHaA rnaykoma; CyAoporu B aHaMHe3e; NoAo3peHne Ha MoBbILLEHHOe
BHYTpU4YepenHoe AaBneHune; 3n10yrnoTpebreHre ankoronem; 3agepxka Mo4n Bcreactsme 3abonesaHnii ypeTpbl U NpeacTaTesibHOM Xene3bl; 6epeMeHHOCTb 1 nepu-
opf rpyAHOro BckapmnueaHua; Bo3pacT Ao 18 net (achdekTmBHOCTb 1 6e30nacHOCTb Npenaparta He n3yyeHbl). C 0OCTOPOXKHOCTbIO: apTepuanbHanA rmnoTeH3unA; Hapy-
LweHne yHKLMM NOYeK Nerkon n ymepeHHoi creneHn taxectu (KK 6onee 25 mn/MyH); NoBbILLIEHHOE BHYTPUrNa3HOE AaBeHWE; NnopoayoeHanbHana o6CTpyKUmA;
runepnnasva NpeacTaTeNlbHOW Xenesbl; apTepuanbHan rMNepTeH3nA; TMNepTMpeos; TAXeble hopMbl NLEMUYECKON Gone3Hu cepaua; 6onesHb MapkuHcoHa. Cno-
€06 npumeHeHUA U fo3bl: TabneTkn npenapata ApneBepT® cnenyeT NPUHUMaTb BHYTPb, NMOCNe efibl, He pPa3XeBblBad, 3anuBan He6O0NbLINM KONUYECTBOM XUAKOCTU.
PekomeHayeman fo3a coctaBnaeT 1 TabneTtka npenapata ApneBepT® Tpu pa3a B AeHb. [IMTENbHOCTb NPUEMa B LIENIOM He [OMKHa npeBbiwath 4 Hegenun. Heobxo-
AMMOCTb AanbHeNLLEero NpoAo/mKeHNA neveHna onpeaendetca Bpadom. NobouHoe aencTeue: Hanbonee 4acTo BCTpevaloWLMMUCA B KIIMHUYECKMX UCCefoBaHNAX
HexenaTenbHble peakuMAMU Npu NpUMEHeHUW NpenapaTa ApneBepT® ABNANNCH 3aTOPMOXEHHOCTb (BKIO4aA COHIMBOCTb, BAJIOCTb, YTOMIAEMOCTb, OrJYLLEHHOCTb)
(npn6nunanTenbHo y 8% NaLMeHTOB), CyXoCTb BO PTy (NpubnusntenbHo y 5% nauuneHToB). YKa3aHHble HEXeNaTeNbHble peakLuuu, Kak NpaBuno, xapakrepusyorca
Nerknum Te4eHneM 1 NPoxoaAT B TeYEHNe HECKONbKUX AHEN Aaxe Npu NpoaomkeHnmn Tepanun. Hanbonee YacTbiMy HexxenateslbHbIMU peakLMAMY NPy NPUMEHeHUN
npenapata ApneBepT® No AaHHbIM KIIMHUYECKUX UCCNEeA0BaHUN, a TakXXe U3 CMOHTaHHbIX COOOLLEeHMI GblIM OTMeYeHbl ronoBHanA 6ob, 601k B xuBoTe. Moapo6Haa
UHhOPMaLMA COAEPXMTCA B UHCTPYKLMWA MO MEAULIMHCKOMY MPUMMEHEHMNIo nekapcTBeHHoro npenapata Apnesept® JIM-006469 ot 22.09.2020. OTnyckaeTca no
peuenty. lHdopmauna npenHasHavyeHa AnA CneunanmcToB 3paBooOXpaHeHua.
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