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Multisystem atrophy or progressive supranuclear paralysis?
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Pe3siome

MpeacTaBneHo onucaHue KAMHUMYECKOro Cyyas, B KOTOPOM Ha paHHel CTaauu 3abo/ieBaHUA BCTPEYAMCb CUMMTOMbI, XapaKTepHble
KaK ANA MpOrpeccupylowero HaabAAepHOro napanuya, Tak WM AAAa  MynbTUCUCTEMHOM aTpodun. [MpeactaBNeHO AMHaMUYecKoe
HabalogeHMe 3a NauneHTKoN B TeueHue 4,5 nert.

KnioueBble CNOBa: K/IMHUYECKUI C/lydaid, NPOrpeccupyioLLmMii HaAbAAEPHBIN Napanmy, MybTUCUCTEMHasA aTpodun
Abstract
A description of the clinical case is presented, in which at an early stage of the disease there were symptoms characteristic of both

progressive supranuclear palsy and multi-system atrophy. Dynamic observation of the patient for 4.5 years is presented.

Keywords: clinical case, progressive supranuclear palsy, multisystem atrophy

BeeaeHue

MynbTucuctemHas atpodpma (MCA) u nporpeccupylowmnii HagbagepHbli napaand (MHM) — HelpoaereHepaTUBHble 3aboneBaHus,
KOTOpble paHblle OTHOCUAUCH K Fpynne 6onesHel «MapKUHCOHW3M-NOCY. B OCHOBE KAMHWYECKOW KapTUHbI — CMHAPOM [lapKMHCOHa ¢
HU3KOWN 3 dEKTUBHOCTBIO cneundUyecKon Tepanunm, KOTHUTUBHbIE HAPYLUEHUA U AONONHUTE/IbHbIE CUMMTOMbI, HA OCHOBaHUM KOTOPbIX B
LanbHeliwem n 6blan onpegeneHbl oTaenbHble Hozonormn [1]. U npn MCA, n npu MHIM nopakatoTca NOAKOPKOBbIE M CTBOIOBbIE
CTPYKTYpbI.

Ob6a 3aboneBaHuA, MynbTMCUCTEMHAA aTpodua M MPOrpeccupyonin HaabAAEPHbIN Mapanvy, BCTPEYalTCA B HEBPOIOTMYECKO
MPaKTMKe B OCHOBHOM KaK CMopaAnyeckue; MyabTUCUCTEMHAA aTPodUA MMeeT HECKOIbKO TUMOB PasBUTUA U TedeHuA 6onesHu, KoTopble
MOryT 6bITb NPEACTaBAEHbl KaK KYUCTbIMUY», TaK U «CMELLaHHbIMUY BapuaHTamu [2], Ana nporpeccupytollero HaagbAAepHOro napannya
TaKKe XapaKTepHbl Pas3INYHbIe KIMHUYECKME BapuaHTbl AebtoTa, pa3sBuTUA 3a601eBaHMA, ONUCaHbI KaK TPAAULMOHHbBIE, TaK U HEOObIYHbIe
W HETUNWUYHbIE COYETaHWA CMMNTOMOB [3,4], UTO NPMBOAUT K CYLLECTBEHHbIM TPYAHOCTAM B AMArHOCTUKE KaAoro M3 sTux 3aboneBaHuUi.
Ha paHHWX cTaamaAx, Koraa CMMNTOMbI BbIPaXKeHb! eLle HeAPKO, @ KIMHUYECKME CUHAPOMbI HAaXOAATCA B Npouecce GOpMUPOBAHUA, AaHHble
3360/1€BaHNA MMEIT 3HauuTeNbHOE KO/JIMYECTBO OOLWMX 4YepT B BUAE CMHAPOMA MAPKUHCOHU3Ma, BEreTaTMBHOM HEAOCTaTOYHOCTH,
rnasofBuraTenibHbIX HapyLweHui, ncesgobynbbapHOro CMHAPOMA, KOFTHUTUBHBIX HApPYLLUEHWIM, SMOLMOHANbHO-IMYHOCTHbIX PAacCTPOMCTB U
HapyLUEHWI CHa, YTO BbI3bIBAET CYLLECTBEHHbIE TPYAHOCTU B NpoBeaeHUn anddepeHLmansHON AMarHoCTUKK.

B HacToswwee Bpema npobnema anobdepeHUManbHOM AMArHOCTUKM AaHHbIX 60ne3Hel npeacTaBafeT MHTepec KaK M3-3a PasIMyHOro
MPOrHo3a B NiaHe pPa3BUTUA AEMEHLMN U COXPAHEHUA CAMOCTOATENIbHOCTM NaumeHTa [4], TaK 1 U3-3a BbIABNEHUA CEMEMNHBIX C/ly4aeB U Npu
MYNbTUCUCTEMHOW aTpodun, U MPU NPOrpeccupyowem HagbAAepHOM Mapanuye, B CBA3M C YeM NPeAnosaraeTcd, YTO reHeTuyeckune
baKTopbl MOryT BAMATL HA MaToreHe3 U passuTUe 3TUX 3aboneBaHWin. Mo AaHHBIM MONEKYNAPHO-TEHETUYECKUX UCCNEeA0BAaHUIA, OAUH U3
BApPMAHTOB MY/NbTUCUMCTEMHOW aTpodum cBA3aH ¢ myTaumein B reHe COQ2, pacnonoxkeHHom B obnactn 4q21.22-g21.23 [5], cemeiiHbli
BapMaHT NPOrpeccupyowero HaabaaepHoro napaanya — ¢ myTtaumeit B reHe MAPT, pacnonoxeHHom B ob6nactm 17921.31 [6].

OnucaHue KAMHUYECKOro cnyyas

B KauecTBe WANIOCTPALMM CNONKHOCTU MpoBefeHUs aAnddepeHLManbHOro AuMarHo3a MeXay MyAbTUCUCTEMHOM aTpoduein u
NPOrpeccMpyroWMm HagbAAEPHbBIM NAPaANYOM NPUBOAUM ONUCAHUE KAMHUYECKOTO C/ly4as AMHAMUYECKOro HabatoaeHWA 3a nauueHTKon
M., 60 neT, HECKONbKO pa3 NPOXOAMBLLEN NeYeHME B Pa3/INYHbIX OTAEeNeHUAX BOPOHEXCKOM ropoaCcKol KAMHUYECKOW 60bHULbI CKOPOWA
MeauLMHCKoM nomolp Ne 1.

Bnepsble B none 3peHnAa Bpaya-HeBposiora nauueHtTka M. nonana, Korga HaxoAunacb Ha N€YeHUU B TMHEKONIOTMYECKOM OTAENEeHNN
BFKEMCI Ne 1 no nosoAy By/bBOBarMHUTA U BY/IbBOAUHMU. K HEBpoiory bbiaia HanpaBaeHa Ha KOHCYNbTaLMIo.

Hanobsl u ucmopus passumus 3abonesaHus

MauneHTKy 6ecnokousM nepuoanyeckne rosnosHble 60K, anusoapl nosbiwenua AL go 150/90, owyweHve nepeboes B pabote
cepAaua, yxyaweHue 3penusa (c -5 amonTtpuii go -9 3a nocneanue 3 roga). B KauecTse 0CHOBHOW Kanobbl NpeabaBasAa HEYCTOMYMBOCTb NpU
xopabbe, YacTble NageHusa, 0COBeHHO B Cbipylo CASKOTHYIO norogy. Mpu nageHun ywmnbaetca, nonyydaeTt ccaauHbl. CO3HaHUA He TepserT.
Jpaxkabl 601bHan «NpeayvyBCTBOBANA» MALEHMA: WA MO yAMLE M NOHANA, YTO ceiyac ynagert. MonbiTanacb 3TOro He AONYCTUTb, OAHAKO
BCE paBHO ynana. CayyaiHbli NPOXOXWIA, MOMOraBLININ NOAHATLCA, 3aMeTuA: «OT Yero e Bbl ynaau, Befb AAXKe He CNOTKHY/AUCH?!».
HeckonbKo neT Hasag 6bin ann3o4, Koraa 60abHas Waa no yauue, No4yBCTBOBA/IA LWATKOCTb NpU Xoabbe 1 peskoe OTKIOHEHWE B CTOPOHY,
«CTano yBoamtby». MaumeHTKa nonbiTanacb «OTKOPPEKTUPOBATb KypC», O4HAKO 3TO He yAanocCb cAenaTb, Mo3ToMy, YTobbl He BbIATM Ha
NPOE3XKYH YacTb, e NPMULLNOCL B3ATbCA 3@ CTOI6 M HEKOTOPOE BPeMs 3a HEero AeprKatbca. 3aTem COCTOAHME YayyLWnAoch, 60bHana cmorna
NpPoAOC/IXKMTL NyTb. Mocne ycTaHoBAEHMA B NpoLecce 6eceabl A0BEPUTENbHbIX OTHOLEHWUIA C BPAYOM, NaLMeHTKa NpM3Hanacb, YTo NOMUMO
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HeycTOMYMBOCTM M NafeHui ee 6eCNOKOUT yyallleHHOe MoYencnyckaHue, MHOrAa AoxoAsAllee A0 HECKO/IbKMX pas B 4ac, C UMMNepaTUBHbIM
XapaKTepom MO03bIBOB, HapyLleHWe B CBA3M C YacTbiIM MOYEUCMYCKaHMEM HOYHOFO CHa, TPYAHOCTM B 06LWEHWM, npodeccmoHanbHol
AeATenbHOCTU. BbecnokouT yyaleHHas gedeKaumsa (4acTo BMecTe C MOYEUCMYCKaHWEM), KUAKWIA CTyn. B HacToslee Bpems MOMWMMO
YYaLlEeHHOro MOYEUCMYCKaHWA KanyeTca Ha MOKa/ibiBaHUE U KKeHWe B 06/1aCTU HapyXKHbIX NOMIOBbIX OPraHOB MPU MOYEUCNyCKaHuu,
CBA3bIBAET 3TO C 06OCTPEHMEM BY/IbBOBArMHUTA.

MauneHTKa CcYMTaET, YTO 340POBbE €€ HApYLWMAOCb OKOMO 3-X NeT Hasag, Koraa 60/bHas CaMOCTOATENbHO BbIAABMIA U MPUNKIIA
6puNMaHTOBOW 3eneHblo GYPYHKYN BO Baaraauie. Bckope nocne sToro NOABUAUCH AU3YPUHECKUE KaNobbl: HEMPUATHbIE OLLYLLLEHUA NPK
MOYENCTYCKaHWW, OLLYLLIEHWE, YTO B MOYEUCNYCKaTe/IbHOM KaHafe ecTb Kakoe-To obpasoBaHWe, MHOPOAHOE TENO MM BOCMAZIMTENbHbIN
UHOUALTPAT. BonbHaa oTMeTMNa Takke 6o0siee 4yacTble MNO3bIBbl HAa MOYEUCMYCKaHWe, aKT MOYEUCNYCKaHUA nepuoanveckn 6bisan
60ne3HeHHbIM. CHavana sieunmnacb CaMOCTOATE/IbHO «OT LLUCTUTA», MPUHUMANA PasinyHble aHTMBMOTUKK, 3aTem 0bpaLlanach K yposioram,
6bl1 AMArHOCTUPOBAH OCTPbIM, 3aTeM XPOHUYECKMIM LWUCTUT, KOTOPbIA YacTo 0b6OCTpA/CA, UTO MOATBEPXKAANOCb aHaAM3aMU MOYM,
YNIbTPa3BYKOBbIM MCCNeA0BaHNMEM MOYEBOro My3bipa. MauneHTKa B TeueHWe nocaefHUX AByX NeT NO MOBOAY MMMNepakTUBHOIO MOYEBOro
ny3blpA NO PeKoMeHAaUuW YypOosIoros MNPUHUMMAET npenapaT crnas3meKkc. HauvHana npuem € MUHMMaNbHbIX 403, Npenapat Aasan
NMONOXKUTENbHBIN 3bdEKT, HO NepMoanYEcKM Bce PaBHO NPUXOAMIOCH YBENMUYUBATL 03y IEKAPCTBEHHONO CPeacTBa. B HacToslee Bpems
nauMeHTKa OTMEeYaeT CyLLEeCTBEHHOe CHUXKeHue 3dEeKTUBHOCTM npenapaTta, 0OCOOEHHO B TeYeHWe NOCAeAHWUX HECKO/IbKUX MecsLes,
Hepenb. [ns noesfok, paboTbl NONb3yeTcA NPOKAAAKAMM, NMPU NPOryaKax No ropody CTPOUT MapLIPyTbl TaK, YTOBbl MOXHO 6bl10 3aliTH B
Kakoe-nnbo yupexaeHne B Tyaner. MaUMeHTKa OTMEYaeT, YTO BCe MO3bIBbl HAa MOYEUCMYCKaHWE CWU/bHble, MPOXOXAEHUME MOYM NO
MOYENCrycKaTeNbHOMY KaHasy YyBCTBYET XOPOLLO. KOAMYECTBO NPUHUMAEMOM KUAKOCTU OLLEHUBAET KaK He6ObLIOe UK cpeaHee, OKOI0
1,5-2 nautpos. HKaxay oTpuuaer.

AHAMHE3 HU3HU

PaboTaeT topuctom, passedeHa, NMPOXKMBAET C CbIHOM, CTPALAMLWMM MCUXMYECKUM 3ab60neBaHMeM. Y MaUMEHTKU TaKKe ecTb A0ub,
KUBYLLAA OTAENbHO CO CBOeW cembeil. HecKoMIbKO neT Hasag 6bln BbIBUX KAOUMLLBI B aBTOaBapuu, BOCCTAHOBWMAACh ObICTPO M XopoLlo,
BEpHynacb K pabote. OHKoNOrMUYeCKNe, BeHepuyeckue 3abonesaHus, Tybepkynes, 6onesHb BOTKMHA, oTpuuaeT. B TeyeHune paga net
OTMEeYa/IMCb anNepruyeckme peakLmnm Ha nblibly pacTeHuid. Ha NpoayKTbl NUTaHUA, MeAMKaMeHTbl annepruo oTpuuaer. Habnopanach y
JIOP-Bpaya ¢ AMarHo30M annepruyecknii pUHKT.

Hesposnoauyeckuli cmamyc

BonbHasn B ACHOM CO3HaHWW, KOHTAKTHA, aAeKBaTHa, NPaBUIbHO OopueHTMpoBaHa. Obpaliaer Ha cebA BHMUMaHWE TeNOCNOMKEHUE U
MOXOAKa: NaLMeHTKa acTEeHUYECKOro TEI0CNIOKEHUA, BbICOKAsA, NAeYn pasBepHyTbl Ha3aj, ro/I0Ba TaKXKe HEeCKOJ/IbKO 3anpoKUHYTa Hasag,
CNWHa NPAMasn, NPAKTUYECKN He crmbaeTca U He aAuraeTcsa npu xoapbe. Mpu 3TOM HECKO/IbKO U36bITOYHbI ABUMKEHWUA B 06/1aCTU Ta30BOro
nosica, NoxoAKa «pa3bonTaHHas», War WMPOKMIM, HOMM CTaBUT AaNEKO APYr OT Apyra. PeTpokoaauc.

Peyb npaBunbHas, ¢ 6oraTbiM C0BapHbLIM 3anacom, SMOLMOHANbHO OKpaLLeHHas, C APKMMKU MHTOHAUMAMM. Temn peyn ymepeHHbIN,
6nMKe K MeaNeHHOMY, peyb HECKO/IbKO HennaBHas, TArydad. [0/10C XOpowo MoAyaMpyeT, OAHAKO Mo Tembpy «HaATPEeCHYTbIW,
LepoxoBaTbI», UMeeT HOCOBOW OTTEHOK. Mpu NpoBepKe KOFHUTMBHBLIX GYHKLUMIA C MOMOLLbIO KPaTKOro MCCNeA0BaHUA KOTHUTUBHOIO
COCTOSIHWA, TecTa PUCOBAHUA 4acoB, MOHPEANbCKOM LIKa/bl OLEHKU KOTHUTUBHbLIX QYHKUMIA WM 6aTapen NOOHbIX TECTOB MNOYYeEHbI
HOpMasibHble pesybTaThl.

3payku paBHble, OKPYrIoi Gopmbl, 06bIYHOFO AMAMETPA, KMBO PEArMPYIOT Ha cBeT. MasHble wenu D=S, ABUKEHNUA rNasHbIX A6JOK Mo
rOPM30HTaM B NMOJHOM O6beme, Mo BEPTUKAZM — C OCOBEHHOCTAMMW: 3aTPYyAHEHbl Crefsawpe ABUMNKEHUA BBEPX U BHWU3, TPYAHOCTU C
duKcaumelt B3opa B 3TUX NOMIONKEHUAX, NPU AIUTENIBHOM HAXOXAEHUN HEBPOIOMMYECKOTO MOJIOTOYKA B STUX MO3MUMAX BONbHas OYeHb
6bICTPO OTBOAMT B30p. BONE3HEHHOCTb, TOWHOTY, TOIOBOKPYKEHUE, ABOEHUE B 3TUX MOJIOMKEHMUAX Na3 OTpULLAET. 3aTPyAHEHbI TaKKe
OBWMKEHUA TNa3 B BEPXHUME U HWKHWE KOCble MOMONKEHUA. BO3MOXKHO, MMeeT mecTo ¢opmupoBaHMe Napesa B3opa BBEPX W BHUS.
KopHeanbHble pedniekcbl KuBble, CUMMETPUYHbIE. YYBCTBUTENIBHOCTb HA JIMLLE HE U3MEHEHA, HUXKHEYENOCTHON pednekc OXKMBAEH,
CUMMETPUYHDBIA. JINLO CMMMeETpUYHOoe. [N0TaHMe coxpaHeHo. A3blK Mo cpegHel AnHuMM, 6e3 atpoduin U dacumKynaunii, Po30BbIN,
BNIAXKHbIN. ONpeaensaloTca YMEPEHHO BblPAXKEHHbIE CUMMMTOMbI OPa/NbHOrO aBTOMaTM3Ma: XOOOTKOBbIM, Ha3onabuanbHbli. O6bem
AKTUBHbIX OBUKEHUI B KOHEYHOCTSX MOJIHbIA, Nape30B8 HeT. MblleYHbI TOHYC MOBbILWEH MO 3KCTPANMPaMUAHOMY TUMY BO BCEX rpynnax
MbILLL, B TOM YMCe B aKCWaNbHOWM MycKynaType. Bbisansetca ¢eHoMeH BOCKOBOM rMbKocTu, deHomeH Holika-FaHeBa ApKo NpeacTaBieH C
2-x CTOpOH. [nyboKkue pednekcbl C pPyK ymepeHHble, 6e3 pasHULbl CTOPOH, C HOF — OAMMKE K HU3KUM, TaKKe CMMMETPUYHbIE.
YyBCTBUTENBHOCTL B 06/1aCTV KOHEYHOCTEN, XMBOTa He M3MeHeHa. OT MPOBEPKM YYBCTBUTESIBHOCTM B aHOTEHWUTA/IbHOW 30HEe 60/bHas
OTKasanacb. B nose Pombepra 601bHas Nerko nowarbiBaeTcs BNpaBo. MasnbLe-HOCoBYO NPoby BbIMOMHAET C IETKOM MHTEHLMEN cnpaBa.
MATOYHO-KONEHHYIO NPOBY BbIMOHAET C aTaKcuel cnpasa. BbiABNAIOTCA HEPE3KO BblpPaXKEHHbIE aANaf0X0KUHES, TMMEPMETPUA, ANCMETPHUSA
cnesa. MeHMHreanbHbIX 3HAaKOB HeT.

Takum ob6pasom, No pesynbTaTam paccnpoca MaUMEHTKM UM NEPBUMYHOrO OCMOTPA OblAn BbiABAEHbI Cneaylolme HapyleHus:
TMNOKMHETUKO-PUTUAHDBIA CMHAPOM C npeobiagaHMem TOHyca MbIWL, B aKCMANAbHOW MyCKynaTtype u dbopmupoBaHuem pasrnbaTtenbHol
nosuummn Tena, ncesaobynbbapHbIi CUHAPOM, FNa3oABUraTe/lbHble HapyLIEeHWA, HapYLLEHUA NMOXOAKM, MOCTypasibHas HeyCTOMYMBOCTb U
MafeHWNA, MO3KEYKOBble PacCTPOMCTBA, HApYLWEHWA CHa, BereTaTMBHblE PacCTPOMCTBA B BMAE HAPYLWEHWM MOYEUCTyCKaHuA W
apTepuanbHON rMNepTeH3nn. BONbLIMHCTBO 3TUX CMMMTOMOB MOFYT BCTpeyaTbcA npu obomx obcyxaaemblix 3abonesaHusax (cMHApom
MapKMHCOHN3Ma, NceBAobYNbOAPHBIN CMHAPOM, HapylweHWa cHa). Tem He MeHee, HEKOTOpble M3 HUX bonee XxapaktepHbl ans MCA
(MO3KeyKoBble CMMNTOMbI, BEFreTaTUBHbIE PAacCTPONCTBA), Toraa Kak gpyrve — ana MHM (pasrmbatenbHaa nosa npu xoabbe, nocTypanbHas
HeyCcToM4YMBOCTb, Napesbl B30opa Mo BEePTUKaAN, 0COBEHHO BHU3).

MauneHTKe 6blN10 peKoMeHA0BaHO fo0bceA0BaHME:

1. MPT ronosHoro mosra.
39T
3. OcMOTp OKyAnUCTa, SIHAOKPUHOANOTA.

i
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4. TNUKemu4yeckuii nNpoduab, YPOBEHb TMKO3UAMPOBAHHOIO FeMOrn06MHA, KOHTPO/Ib 3/1IEKTPOIMTOB (Kanui, HaTpui, Kanbuui) B

OVHaMUKe.

5. UsmepeHne obbema nNoTpebasemoin KUAKOCTU 33 CYTKM M 0bbema BblAENAEMON MOYM 33 CYTKM, OOLWMIA aHa/M3 MouM, BegeHue

LHEBHMKa MOYENCnyCKaHUM.

6. OnpegeneHne KOHLEHTPaLUM 3CTPOreHOB B KPOBU, aHTUANYPETUYECKOTO FOPMOHa.

Yepe3 3 mecaua nauueHTKa 6Gblia ocMOTpeHa MOBTOPHO (B Mepuoj rocnuTanus3aumm B YpPONOrMyeckoe OoTAefNeHuWe Mno noBoay
060CTPEeHNA XPOHUYECKOro LmMcTMTa). Ha 33 — BapuaHT BO3pacTHOW HopMbl, HA MPT ron0BHOrO Mo3ra — /ierkoe paclumpeHme 6OKOBbIX
YKENY0YKOB, Ha FNa3HOM AHe — aHMMOMaTUA CeTYATOK, OTKAOHEHUI CO CTOPOHbI BUOXMMMNYECKMX NOKa3aTenen, B COAEPKaHUN FOPMOHOB U
3/1IEKTPO/IMTOB  BbIAABNEHO He 6blN0, 3HAOKPUHONOr He BbiIABUA 3ab0NeBaHU 3IHAOKPUHHOW cucTembl. COrnacHo AHEBHWMKY
MOYEMNCNYCKAHUM, X KOMYECTBO Konebanocb B passivyHble AHM OT 8 A0 27 3a CYTKM, HOYHbIX — OT 1 A0 7. 33 3T 3 mecAua Yy NauMeHTKU
NoABUANCL Kanobbl Ha yxyAlweHue NamMATU Ha Tekylme 6biToBble COObITMA, NpodeccMoHanbHasa NamATb He cTpagaeT. becnokout
M3MeHeHWe no4yepka: ctan bonee HebperKHbIM, HeaKKypaTHbIM. 3a nocnegHve 3 mMecAua Moxyaena Ha 2 Kr. B nnaHe HapyweHui
MOYEMNCNYCKAHMA OTMeYaeT, YTO ObIBAlOT «XOpoLWMe AHM», KOrga yyaleHHOoe mMouvencnyckaHne 6ecnoKouT mano, U «y¥KacHble», Koraa
60/1bHan NOCTOSHHO 6eraeT B TyaneT. MNaymeHTKa obpaTnia BHMMaHWE Ha cneaylollee: NPUHAB aHANbreTUK ANA CHATUA roNIoBHOW 6on,
3aMeTUNA CHUXKEHME KO/IMYECTBA MOXOA0B B TyaneT B 3TOT Beyep, B Aa/ibHENLEeM HECKONbKO pa3 «3KCMepuMeHTMpOoBana», NpuHMUMas
aHaNbreTMK B Te OHW, KOrga MOYEeucrnycKaHuve Oblio OCOOEHHO 4acTbiM, NPUEM NeKapcTBa NPUBOAUA K HEKOTOPOMY YpPEeXeHUIo
MOYEUCNyCKaHNA.

B HeBposorMyeckom cratyce onpenensatoTca cnefylowme M3MeHeHWA: NOBTOPHOE UCCNeAO0BaHWE KOTHUTUBHbLIX GYHKUMIA BbIABUNO
HaZMuMe yMepeHHbIX KOFHUTMBHbIX HapyLeHWW: MO KPaTKOMy WCCNeAoBaHWMI0 KOrHUMTMBHOro coctosHus (MMSE) — 26 6annos, no
MoHpeanbckoit wkane (MoCA) — 24 6anna. B Haubosbliein cTeneHn HapyLMAOCh OTCPOYEHHOE BOCMPOU3BeAeHNE 3aNOMUHAEMbIX COB U
cyeT. [lpyrne TecTbl BbIMOAHAAMCL Xopolwo. OTMeYaeTca napes B3opa BBEPX, 3aTPyAHEHUE ABMKEHMUI TNasHbIX A6/10K BHW3, HapyleHne
NAABHOCTM FOPU30HTA/IbHBIX ABUMKEHMUI rNas. B 0cTafibHOM B HEBPO/IOTMYECKOM CTaTyce AMHAMUKK HeT.

MpUHMMaa BO BHUMAHWE, YTO YyYaLLEHHOE MOYEUCnyCKaHWe B AaHHbIA Nepuog, MOXKET ObiTb CBA3AaHO C 060CTPEHMEM XPOHMYECKOro
LMCTUTA, A TaKKe TOT GaKT, YTo chopmMmMpoBacs Napes B3opa BBEPX, YXYAWNAUCL ABUKEHUA TNa3HbIX 610K BHU3, MOABUINCE YMEPEHHbIEe
KOTHUTUBHbIE PACCTPOMCTBA B BMAE HapyWeHWM MamsaTM M cdeTa, H6onee NPaBOMOYHbIM MPeACTaBAAACA AMArHO3 MpPOrpeccupylowero
HagbALEPHOro napasmya, NpPY KOTOPOM OTMEYAEeTCA CUMHAPOM MaPKMHCOHW3MA C NpeobnagaHnem TOHYCa B aKCWManbHOW MycKynaType 1
dopmmpoBaHMem pasrMbaTenbHolW MO3MLMKM, OTCYTCTBYET Ha paHHel cTagum M3MeHeHue AJIMHbI Wara, CKOpOCTU XoAbbbl, TUMWUYHBbI
rnasofBuraTeibHble HapyLeHna, 0COBeHHO BEPTMKAIbHbIE Napesbl B3opa nan opTanbMonaernsa, a KOrHUTUBHbIE HAapyLWeHMA, 4OCTaTOYHO
6bICTPO AocTuratowme creneHn aemeHumn. COOTBETCTBEHHO fAAHHOMY AMarHosy, OXWAANOCb MNPOrpeccMpoBaHMe CMMNTOMOB
NapKMHCOHU3MA, YCUNEHMEe MOCTYpasbHON HEeyCTOMYMBOCTW, [NA304BUraTE/NbHbIX HAPYLIEHWN, AanbHelllee yXyAweHUe KOTHUTUBHbIX
dYHKLMI C NocneayowmMm passBuTMem 4eMeHLnn.

Yepes 10 mecALeB COCTOANCA cneaytowmii ocmoTp 60nbHOW, Koraa nauyeHTKa nonana B HEBpoaorMyeckoe otaeneHme 60abHULbI C
OCTpOW HeliponaTuen IMLEBOro HepBa CnpaBa Ha GoHe nepeoxnarKaeHus. NMaumMeHTKa OTMeYaeT, YTO 3NN304bl HeYCTOMYMBOCTM C/yYatoTCA
C TOMN e 4acToTOW, OAHAKO MafeHWl CTaNo MeHblue, 06BACHAET 3TO TeM, YTO Terepb «BHUMATE/IbHO CMOTPUT Nog Horu». OCHOBHOM
»Kanobow ocTaeTcs yyalleHHOe MOo4YemcrnyckaHue C MMMNepaTUBHbIMM MO3biBaMW. B HEBPONOrMYECKOM CTaTyce NMOMMMO BbIPaXKEHHOM
aCMMMETPUM NONOBUHbI NNLA, YCUAWAUCL HapyWeHWs rodepka, MNOABUAUCL YepTbl meranorpaduu, B OCTaZlbHOM AMHAMMUKM HET:
COXpaHAETCA MOBbIWEHME MbILEYHOrO TOHyCa BO BCEX rPynnax MblWL, MO 3KCTPanMpaMmmaHOMYy TUMY, B TOM 4YMC/E B aKCMMasbHOWM
MYCKynaType, PETPOKO/IUC, O4HAKO BbIPAaXKEHHOCTb €10 Ta ¥Ke, OrpaHUYeHbl ABUXKEHUA TNa3HbIX A6N0K BBEPX, 0OBEM ABUMKEHWUIA BHU3 U NO
rOPM30HTANN AOCTAaTOYHbIN, HO ABUMKEHUA HennaBHble. COXPAHAOTCA MMEBLLUMECA MO3XKEUYKOBbIE PACCTPOMCTBA, KOTHUTUBHbIE HapyLIEeHWUA
He nporpeccupytot: MMSE 27 6annos, MoCA — 24 6anna, apyrve Tectbl — Hopma. NMpUHMMas BO BHUMaHME TOT GaKT, YTo TUNMYHOIO ANA
MHM 6bICTPOro HeyKAOHHOIO MPOrpeccMpoBaHnA 3aboNeBaHNA He OTMEYaeTCA, KOrHUTUBHbIE GYHKUMWM OCTAlOTCA COXPaHHbIMM, Napesa
B30pa BHWU3, Tem 6osiee NosHON odTanbmoNAerMm — HeT, OTMeYaeTCcA HapacTaHWe MO3MKEYKOBbIX PAaCCTPOMCTB, CTOMKOCTb BereTaTMBHbIX
HapylweHWii B BUAE PE3KO YYaLEHHOTOo MOYEMCMyCKaHUA C MMNEPATUBHLIMM MO3biIBaMMK YiKe BHEe OBOCTPEHUS XPOHWYECKOro LMCTUTA,
punardos MHN, cornacHo KpuTepuam NINDS-SPSP [7], TpebyeT nepecmoTpa.

B paHHOW cuTyaumm bonee BEPOATHbIM NPEACTABAAETCA ANArHO3 MyNbTUCUCTEMHOM aTPOodUK, NPU KOTOPOI TaKKe MOryT UMETb MeCTo
rnasofBuraTeibHble HapyLEeHWsA, HO OHW, KaK NpPaBW/Io, He AOCTUraloT CTENeHM napesa B3opa UM odpTanbmMonaernm, 4acto BCTpeyatoTcs
KOTHUTUBHbIE HAPYLLUEHWA, KOTOpble, OAHAKO, HEe AOCTUMAOT CTeNEeHN AeMeHUMN. YTo Ke KacaeTca pasrmbaTeibHOM No3numm TyN0BULLA, TO
OHa ABNAETCA YacTbiM, HO He 06MraTHbIM cumnTomom MHIM.

MHeHMe 0 TOM, YTO Y AAHHOW MALMEHTKM KAMHMYECcKan KapTuHa 3aboneBaHWs Gonee COOTBETCTBYET AMArHO3y MyAbTUCUCTEMHOWM
atpodum, yem MHM, noaTBEPKAAET CAeaylollee HabatogeHue: cnycTa 3,5 roga oT MOMeHTa nocnegHewn rocnutanmsauumn 8 BTKECMIM Ne 1,
T.e. yepes 4 roga u 7 mecaues OT MOMEHTa NepBOro 3HaKOMCTBA, C NALMEHTKOM COCToANach CyvaliHan BCTpeya B BeCcTUbione 60bHULbI,
KyZa OHa MpuLia NpoBeaaTb POACTBEHHMLY. BonbHaA y3Hana Bpaya, pacckasana, YTo y Hee YCUAUANCH PAcCTPOMCTBA MOYEUCNYCKaHUA,
NPUCOEANHUANCD 3MM304bl HEeyAepKaHWA MO4M, MOCTOAHHO MNOJb3yeTcA Mamnepcamu, BbIHY)KAeHa Oblna noaroga Hasag OCTaBuUTb
YCNELHYIO IOPUAMYECKYIO NPaKTUKY, B HacTosliee Bpems paboTaeT TONbKO KaK NPUIAaLIeHHbI KOHCY/NbTaHT, @ BCe OCTa/lbHOe Bpems
3360TUTCA O CblHE M MOMOraeT AOYepU C BHYKAMW: COMPOBOMKAAET B LUKOMY WU HA AOMNOSIHUTE/IbHbIE 3aHATUA, NPOBEPSAET YPOKU. Peub y
60/1bHOM HECKONbKO 3amea/IeHHas, C 31eMeHTaMM AN3apTPUM, SMOLMOHANbHO OKPALLEHHas, ro/IoC CAerka OXpunbli, rOPU3OHTaNbHblE
OBVXKEHUA TNa3 COXpaHeHbl (Nerko nepesoguT B30Op C OAHOrO NpeameTa Ha APYron, ABUMKEHWS BBEPX OrPaHWYeHbl, BHU3 -- HEMHOrO),
NOX0ZKa C ABNEHNAMM MO3}KEUYKOBOM aTaKcMm, No03a Npu xoabbe ¢ 3anpoKMHYTON roN0BOM, Pa3BepPHYTbIMM Ha3ag, Naeyamu.

3aknwyeHue

Taknum 06pa3om, Ha OCHOBAHWM aHAM3a NPEACTABNEHHOrO C/ly4as MOXKHO 3aKNHOUUTb, YTO KIMHUYECKUI METOA, ABNAETCA BeAyLUMM B
OWArHocTMKe 3abosieBaHMii, MNPU  KOTOPbIX OTCYTCTBYIOT MNATOrHOMOHWYHbIE CUMMMTOMbI, YETKO O4YepyeHHble W3MEeHeHua npu
HelpoBM3yannsaumm, bMOXMMMYECKME, WHCTPYMEHTaslbHble MapKepbl. [JuHamuuyeckoe HabnlogeHWe 3a MauMeHTamMu, Yy KOTOopbIX
OTMEYalTCA CUMMNTOMbI, COOTBETCTBYIOLUME HECKOIbKMM 3a60/1€BaHUAM CO CXOAHOM KAMHUYECKOM KAapTUHON, ABNAETCA KpalHe BaXKHbIM
ONA YyTOYHeHMs AmarHosa. Kak BMAHO M3 ONMCaHWMA AAHHOTO Ciy4van, Ha 6onee paHHWX 3Tanax pasBUTUA 3aboneBaHua KAMHMYECKan
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KapTWHa MOXeT 60/blie COOTBETCTBOBaTb OAHOMY AMarHo3y, a Ha nociaegylowmx — Apyromy. B onvcaHHom HabaogeHuu npeacraBaseT
MHTEpec TOT ¢akT, YTo Yy MaUMEHTKM COYETanoCb HECKO/bKO CMMMTOMOB, XapaKTepHbIX A8 pasHbiXx 3abo0seBaHuMil, Hanpumep,
pasrmbatenbHan NosuLmMa TYN0BMLLA U paHHee Pa3BUTME MOCTYpPasbHOM HeycTonMuneocTn, 6onee xapakTtepHble ana MHM, u BereTaTnBHble
HapyLUEHMA N MO3¥KeUYKoBble CMMNTOMbI, 60/1ee xapakTepHble ans MCA. BO3MOXHO, 3TO CBA3aHO C HEKOTOPLIMW 31eMeHTamMu naToreHesa,
obwmmn ans ayx 3abonesaHuin [8].
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