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Pe3iome

[Nporpeccupylowmii HaAbSIAEPHBIF NMapaAuy — HelipoAereHepaTMBHOe 3a00AeBaHKeE, XapaKTePUCTMKA KOTOPOro BKAIOHYAeT coveTa-
HMe MPOrpeccupyloLero akUHETUKO-PUrMAHOTO CUHAPOMA, MOCTYPAAbHOM HEYCTOMYMBOCTM C HACTbIMM MAAEHUSIMM, HAABSIAEPHOW
ocpTaAbMONAerunen, nceBA0byAbOAPHbIM CUHAPOMOM M AeMeHLIMeR AOBHOro Tuna. 3aboaeBaHne 0ObIMHO Pa3BMBAETCS MOCAE WeCTo-
ro AECSITUAETUS XKM3HWU M UMEET Mporpeccupyiollee TedeHue. [peactaBAeHO cCOOCTBEHHOE OMMCaHME KAMHUYECKOro CAyYast npo-
rpPeccUpyioLlero HaAbSIAEPHOTO MapaAnya y naumMeHTKrn 79 AeT C OPOMaHAMDYASIPHBIM FUMEPKMHE30M Ha (hOHe NMpuema AeBOAOTbI.
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Progressive supranuclear paralysis with levodopa-induced dyskinesia
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Abstract

Progressive supranuclear palsy (PNP) is a neurodegenerative disease characterized by a combination of progressive akinetic-rigid
syndrome, postural instability with frequent falls, supranuclear ophthalmoplegia, pseudobulbar syndrome and frontal dementia.
The disease usually develops after the sixth decade of life, and has a progressive course. An own description of the clinical case
of progressive supranuclear palsy in a 79-year-old patient with oromandibular hyperkinesis while taking levodopa is presented.
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[Iporpeccupyrommit HanbsaepHbI mapanuy (ITHIT), wm
cunnpom Cruna—Praapncona—ObIeBCKOTo, — 3TO Hepo-
neTeHepaTuBHOE 3a00JIeBaHe, XapaKTePUCTIKA KOTOPOTO BKITIO-
YaeT coueTaHue MPOTPECCUPYIONIET0 aKUHETUKO-PUTUIHOTO
CUHIpPOMA, TIOCTYPATbHON HEYCTOMYMBOCTHU C YaCTHIMMU TTafie-

HUSIMU, HATBSIIEPHO 0 TaTbMOIIIETHE, TICEBIO0YTH0APHBIM
CHHIPOMOM M IeMeHImei tooHoro Thma |1, 2]. [THIT kak cuH-
IpoM ObLT BriepBbie onucad J. Steele u coasT. B 1963 1. B To-
poHTo |3, 4]. [Toce onmrcaHust HOBOTO KJIMHUYECKOTO Ha0TI0-
NIEHUS TIOCIeTOBAIA MHOTOYMCIIEHHBIE COOOIIEHUS O CITyJastx
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co Bcero mupa [5]. B Poccun (CCCP) nepBoe onmcanme [THIT
Ob1710 TIpencTaBieHo B 1980 r. KIIMHUKOI HEPBHBIX OONE3HEe
MockoBckoii MmenuunHcKoit akanemun umM. U.M. CeuenoBa
Ha TpuMepe 2 MalreHTOB, MPOXOAUBIINX JIeUeHNUE B YCIOBU-
SIX TAaHHOTO JIedeOHOTO yupexxaeHus [2]. PacripocTpaHeHHOCTh
ITHII cocraBnster ot 5,8 mo 6,5 Ha 100 000 HaceneHus [6—8].
I1o manHBIM HCCIIemOBaHMIA, exXeroaHas 3adoaeBaeMocts [THIT
yBeIMUMUBAETCs ¢ Bo3pacToM ¢ 1,7 cirydaeB Ha 100 000 Hacene-
Hus B Bo3pacte oT 50 mo 59 et u mo 14,7 na 100 000 Hacee-
Hus B Bo3pacte oT 80 mo 89 net [9]. [eHnepHBIX paznuuunii mpu
ITHIT xe na6momaetcs [10, 11].

TTHIT otHOCHTCS K Tpymiie 4R-TaynaTuii ¢ M30BITOYHBIM
HaKoTUIeHNEeM 130 opMbI TutiepdocHopuInpoBaHHOTO Tay-
Oenka ¢ 4 TIOBTOpaMM B TOMEHAX MUKPOTPYOOUEK HEHPOHOB
U TJIMOIIUTOB ¢ 00pa30BaHMEM B HUX MAaTOJIOTUIECKUX BHY-
TPUKJIETOUHBIX BKITIOUEHUI — HEeHpoDUOPMILISIPHBIX KITyOKOB
U HeliponuiieBbIX HUTedt [ 12]. O6macte mopaxenus rpu [THIT
3aTparuBaeT MOCT, YePHOE BEIECTBO, CyOTATAMIUECKOE SIAPO,
OJIeHBIN Iap, a Takxke HeokopTeke [13]. o 2017 r. B amarso-
ctuke [THIT ucnons3oBanuce kimHuueckue kpurtepuu Hann-

Tabanua 1. Kamunyeckue perotunsi MHI
Table 1. Clinical phenotypes of progressive supranuclear palsy
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OHAJTBHOTO WHCTUTYTA HEBPOJIOTUUECKUX PACCTPOUCTB U UH-
CyJIbTa, a TakKe ob11ecTBa o usydenuto [THII [14]. MexnyHa-
pomHoe o0111ecTBO 1Mo 6oe3nu [TapkHCOHA 1 IBUTATETHHBIM
paccTpoiicTBAM COBMECTHO C TPYIIIION YISHBIX TI0 U3YIEHUIO
ITHIT B 2017 r. omy0aMKOBaI HOBBIE KPUTEPUU TUATHOCTH -
ku [THIT [15], BkTtovyaoomye criekKTp KIMHUIeCKUX (DEHOTH -
1ioB, cBss3aHHbIH ¢ [THIT. CortacHo HOBBIM TUAaTHOCTUIECKUM
kputepusim, nuarHo3 [THII BeicTaBmsieTcst ipu pa3BuTHU 3a-
OomneBaHus B Bo3pacte 40 JIeT 1 cTapiiie, COMPOBOKIAIOIIETO-
CsI TJIa30/IBUTATEeIbHBIMU HAPYIIEHUSIMU, TIOCTYPATbHOM Hey-
CTOYMBOCTBIO, AKMHE3WEN I KOTHUTUBHBIMU HAPYIIIEHUSIMH,
Takxe 3a00JIeBaHIE UMeET Mporpeccupyloiiee TeueHue. Heo6-
XOIMMO OTMETUTh, YTO, TTOMUMO TTape3a BepTUKATLHOTO B30pa
U 3aMeJUIeHNS BEPTUKAIBHBIX CAaKKaJl, OTHIUM U3 XapaKTePHBIX
st [THIT cumMnToMOB SIBISIETCST ampaKcusl OTKPBIBAHUS TJ1a3.
CamMocTosiTeTbHbIe KITUHUIeCKre (POPMBI C yIeTOM (DEeHOTUTTH -
yeckoro nonmumopguama [THIT BkiItoyaoT Kjaccuyeckuii Ba-
puaHT (cuHapoM Pudaprncona), mapKuHCOHUIECKUI TUTT, TIPO-
rpeccupyoliiee 3aCTbIBAaHNE TIPU XOAb0E, KOPTUKOOA3aTbHBIH
CHUHIPOM C ITpeobIamgaHneM JIOOHOI CUMITTOMATAKY U PEUeBbI-

Knununyeckas opma

CUMITTOMBI

CTpyKTypBl MO3Ta

TTHIT — cunapom Puyapncona

Pannsis ocTypajibHast HCyCTOﬁ‘{PIBOCTI:, nageHusd,
Ha[['bﬂ[[eprIﬁ Iapajind, akCuajJbHasd pUriaHoOCTb,

3ybuaToe s1po, CTpUaTyM, OJIeIHBII 111ap,
CPEeIHMIT MO3T, BEPXHSST HOXKA MO3KeuKa

Iu3apTpus, aucdarus, 1eMeH s

TTHIT — napkuHCOHU3M

Tpemop, pUrMAHOCTD, OpaaIvKUHE3Ms, TO3AHUI 1e00T

UepHas cybcTaHLUs, CyOTaTaMUYECcKOe SIIPO

KOTHUTHBHBIX HAPYLICHUI

[THIT — kopTuKOoOa3anbHbI
CUHIPOM

ITHIT — akuHe3usi ¢ 3aCTbIBa-
HUSMU

TTHIT — noBenenveckuit
BapUaHT JIOOHO-BUCOYHOMU
TEeMEHIINHT

TTHIT — 6oxoBoit amuoTpodu-
YECKUIl CUMHIPOM HOCTb

TTHIT — MO3Xe4YKOBBIi THIT

JlucToHus, arpakchsi, KOPKOBBIE pacCcTpOiCTBa
YYBCTBUTEITLHOCTH

PanHMe HapylleHUs XOAbOb, 3aCTIBAHMSI, MUKPOTpadusl,
HapyleHWsl pedu, rumodoHus

[IpeobnanaHne KOTHUTUBHBIX U ITOBEIEHYECKUX
HapyIIeHU, TO3MHUI TAPKUHCOHU3M

CnabocTb O0yJIbOAPHBIX MBIIIII, KOHEYHOCTEH, CITacTHY-

MoskeuKkoBasi aTaKCusi

JloGHast, TeMeHHast Kopa
MortopHas Kopa, MOCT, MO3XEUOK

JloGHO-BUCOYHAs KOpa

JloOHas kopa, KOPTUKOCITUHAJIbHbBII TPAKT

Mo3xeuKOBbIC SiApa

Tabamua 2. Kamnnueckne oco6eHHocTn 6oae3nn MNMapkuHcona (M) NMHN

Table 2. Clinical features of the differentiation of Parkinson’s disease and progressive supranuclear palsy

TTpusHak TTHIT

bII

PaBHoBecue
HapyiiieHue Xoap0bt
Peub

BHeurnnii Bug auia

PanHss noctypanbHas HeCTabUIbHOCTh
[To Tumy noaKopKoBO# acTazuu, JIOOHOU a1UcOa3Un
«Pplyainas» nusaprpusi

«YnuBieHHOE» JINIIO0: ABUKEHUE T1a3 HapymarTcsa
CHayalia B BepTHKaJIbHOfI IIJIOCKOCTH, a B ITOCICAYIOIIEM

B Hauvane 3aboneBaHus1 paBHOBECHE COXPAHEHO
Mukpoba3zust
I'unodonnueckas nuzapTpust

JIuo mackooOpa3zHoe (TMITOMUMUSI), C TIPUOT-
KPBITBIM PTOM U PEIKUM MOPTaHUEeM

MOCTENIEHHO Pa3BUBACTCS MOJTHAS O(TATBMOILIETHSI C Pe-
TpaKIueil BEPXHUX BeK

DKCTpanmpaMuIHbIe
HapyIIeHUst

CI/IMMCTpI/I‘iHOCTb CUMIITOMOB
L-TODA
L-TODA

«lopnenuBast ocanka» — petpokouic 10%, mosbiiire-
HMe TOHyca B pa3rudaTesIsiX ey U CIIMHBI;
OTHOCHUTEJIBHO XOPOILIO
COXPaHSIIOTCS TOHKUE TBUKEHUSI MEJIKOW MOTOPHKU;
npoxanue mokost B <10%;
TUTIOKWUHE3UST MOXKET OTCYTCTBOBATh B IMCTABHBIX
oTJeNax, HeT NeKPeMeHTa aMIUTUTYIbI IBYKEHUST

CHMMETPUYHBI
OTcyTCTBYE UM MUHUMAJIBHBIN OTBET Ha MperapaThl

«[To3a mpocureisi» — ocaHKa CyTyJiast
JCTabHAsI PUTHIHOCTD ¥ OpaIMKUHE3MsI;
NEKPEMEHT TI0 aMIUTUTYJIE U CKOPOCTH
IBYDKEHUST TTAJIBLIECB PYK;

NpOXKaHUE ITOKOST MPUCYTCTBYET Y 95% OONBHBIX;
TUTMIOKMHE3MsI BbIPaXeHa B AUCTAbHBIX OTIENax
KOHEYHOCTEHl, IPUCYTCTBYET IEKPEMEHT
AMILTUTY/IBI
ACUMMETPUYHBI
SIBHbIit otBeT Ha L-JIODA
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MU HapyuieHussMu. B otnenbHbie BapuanTel [THIT Takoke BbI-
neJieHbl (DEHOTHUTTBI C TIPeBATMPOBAHUEM T1a30IBUTATETHHBIX
HapyILIeHUIT U TOCTYPATbHON HEYCTOMYMBOCTHIO (Tada. 1) [16].

Juddepenumanbryto nuarnoctuky [THIT mpoBoast ¢ BIT
(Taba. 2), KopTUKOOA3aTbHO TAHTITMOHAPHON AeTeHepaliei,
MYJTBTUCUCTEMHON aTpodrelt MapKMHCOHUIECKOTO TUTIA 1 60-
ne3Hblo [Tuka. Cxoxkiie CMMIITOMBI MOTYT OBITH TIPU COCYTUCTBIX
3a00JIeBaHUSIX CTBOJIA TOJIOBHOTO MO3Ta, 00BbEMHBIX 00pa30Ba-
HUSIX B 00JIACTH CPEIHETO MO3Ta, 00JIe3HN YUTITIIa, MUTOXOH-
NpUAJIBHBIX MUOMATUSIX, 0oJie3HU BunbcoHna u 6osne3nu Hu-
maHHa—I1uka y B3pocibix. [1pu pa3Butuu Oyapb0apHO CUM-
MITOMATUKA HEOOXOAMMO MCKITIOUUTh MUACTEHUIO U OOKOBOIT
aMHroTpodHrIeCcKuii ckirepos [17, 18].

HeiipoBu3syaiu3anoHHbie U3MEHEHHS B IOCTAHOBKE
muarno3a ITHII

HeiipoBusyann3amoHHble UCCIeNOBAHUS, TaKNe KaK
MPT, ¢pyukuuonanpHass MPT roaoBHOro mMo3sra, He SIBJISI-
f0TCS TTOTHOCTBIO crienduaeckumu misg [THIT. OgHako mipu
oueHke MPT-cHumkoB nauueHToB ¢ [THI1 MoxHO BeiaeUuTh
HEKOTOpbIe 0COOEHHOCTH: 1) aTpous CpeTHETO MO3Ta: YMEHb-
IIIEHHOE COOTHOIIIEHUE TUTOMIAAe il B CAaTUTTATbHOM TUTOCKOCTH
o cpenneit muauM 10 0,12 (B Hopme ~0,24) [19]; 2) mpusHak
«KOJTMOpPW», TAKKE U3BECTHBIN KaK MPU3HAK «[TUHTBUHA» —
CILTIONIEHHBII MW BOTHYTHIN KOHTYP BEpXHEl 4YacTu CpeaHe-
TO MO3ra, KOTOPKIi JOJKeH OBITh BHITYKJIBIM BBepX [20, 21];
3) cumnitom Mukkn Mayca Ha akcuaiabHBIX cpe3ax MPT B Bu-
ne aTpoduM CpeTHeTo MO3ra — YMEHBIIIeHUE TIepeTHe3aTHe -
IO CPEIMHHOTO TUaMeTpa CPeTHETO MO3Ta Ha YPOBHE BEPXHUX
NIBYXOJIMUIA TIPY OCEBOI BU3YaTN3alIUN OT MEKHOXKOBOI SIM-
KU J0 MEXIBYXOJIMHOI 60opo3nku: <12 mMm) [21, 22]; 4) npu-
3HAK «yTPEHHEH CIIaBbl»: TOTePsI TaTePaTbHO-BBITYKIIOTO Kpast
cermMeHTa cpemHero moara [23]. B T2-B3BemieHHOM n300paxke-
HUU XapakTepHbI b dy3HbIe BBICOKOCUTHAILHBIE TTOpaXKe-
HUSI: B TIOKPBIIIKAX MO3Ta, KPBIIIEe CPETHETO MO3Ta, HIDKHEM
onmuBapHOM siape. [1o TaHHBIM TO3UTPOHHO-IMUCCUOHHOMN
toMorpaduu (I1DT) ¢ ncnonp3zoBaHreM GTOPOAEC3OKCUTITIO-
KO3bI, (PPOHTO-TIOMKOPKOBBII TUTIOMETA0O0IN3M SIBIISIETCS TH-
muaHBIM Tipu3HakoM [THIT. Metox omHOMOTOHHOI SMUCCH-
onHoit KT ¢ ncrosnb3oBaHreM MeUeHBIX paTUOAKTUBHBIX U30-
TOTIOB [IJIS MOJIEKYJISIPHOM BU3yann3alliy MeTaboIMIeCcKIX
niporieccoB (JlaTckaH) MOKa3bIBaeT CHUKEHME TTOTJIONIEHUST pa-
nrodapMaleBTIUECKOTo TIperapaTa B 30He MT0JI0CaToro Teja.
OT10 uccnenosanue mo3osseT omauTh [THIT ot Takux 3a60-
JIeBaHUI, KaK HOPMOTEH3UBHasI TUApoledaTs 1 1epedpoBa-
CKYJIsIpHBIe 3a0oeBaHus [24]. OgHako uccienoBaHue ¢ JlaT-
CKaHOM He MOXeT TTOMOoYb B T depeHITNaTbHON IMarHOCTUKE
BIT ot ITHII, Tak kak nipu o6oux 3a00aeBaHUSIX (PUKCUPYET-
CsI TIOHIKEHHOE TIOTJIONIeHNe panrodapMBeIecTBa B CTpra-
tyme. B Hacrositiiee Bpemst [19T-Busyanuzaimst ¢ UCIONTB30-
BaHUWEM Tay-JINTAH/IA SBISIETCS TIEPCIIEKTUBHBIM HEHPOBU3Y-
aJM3allMOHHBIM MHCTpYMEeHTOM Uit auarHoctuku [THIT [25].

Taxrtuka Benenus nauentos ¢ [THI1 ocHoBbIBaeTcs Ha
TIPUHILINATIE MYTbTUIUCIUTITMHAPHON OpUTaIbI, B KOTOPYIO BO-
BIIEYeHBI KaK HEBPOJIOTHU, TaK U BPaYU CMEXKHBIX CITeI[HaTb-
HOCTE1: JIOTOTeNibl, peabuINuTONIOTH, (PU3NOTEPATIeBThI, K-
HUYeckue ¢hapMakooTu U T.1. MeanKaMeHTO3HOe JeueHne
npu [THII aBnsiercsa cumnromaruyeckuM. [1pu aBurareinb-
HBIX HAPYIIEHUSIX, CBSI3AHHBIX C 9KCTPANTMPAMUIHBIMU HAPY-
IIEHWSIMY, TIPUMEHSTIOT TIpeTiapaThl IEBOMOIIBI B COUYETAHUY
¢ nHTUOUTOpPOM Hoda-aeKapOooKcuIasbl (HarpruMep, Kapou-
nomna), KoTopble 2 (HEeKTUBHBI TTPU TAPKMHCOHUYECKOM (he-
notune [THIT (ITHII-IT). B octanbHBIX cirydasx 3¢ deKTUB-
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HOCTb JIEBOIOTBI HM3Kasi. OMHAKO, YUUTHIBAsI OTPAaHUYEHHbBIE
TeparneBTUIeCKre BO3MOKHOCTH, JIEBOIOY MTPUMEHSIOT B 10-
3ax 10 1000 mMr/cyT. Yuensle u3 yauepcureta Orrasbl C. Bar-
clay u A. Lang [26] u3y4min JOKYMEHTBI M BUIEO3AIINCH BCEX
marerToB ¢ [THIT ¢ 1983 mo 1993 r., yuutsiBas auctoHude-
ckue cuMIToMbl. M3 83 ciydaeB y 38 3adhmKcupoBaHbI TUCTO-
Huueckue nposteieHust: 20 (24%) nmalueHToB cTpaganu oJe-
dbapocnazmom (onmH ciydail CIIpOBOIIMPOBAH JIEBOJOTION),
22 (27%) — nucToHUER B KOHEYHOCTSIX (OIMH CJIydaii ObLI BbI-
3BaH MIPOTUBOATUJICTITUIECKON Teparnueil, BTopoit — mprueMomM
neBogorbl), 14 (17%) — akcualibHOW TUCTOHUEH, OTUH — OPO-
MaHIUOYISIPHOUN MTUCTOHNEN, BRI3BAHHOM IIPUEMOM JIEBOJIOTIHI,
a'y 2 — Habmonanuch KpaHNabHbIe TUCTOHNH. B cBoeM Ha-
OJIIOJIEHNY aBTOPBI TAKXKE OMUCHIBAIOT 6 MAIUEHTOB, Y KOTO-
PBIX TUCTOHUST B KOHEUHOCTSIX IMPOSIBUTIACH OTHUM U3 TIEPBBIX
CHUMITTOMOB 3a00JIEBaHMS, YTO 3aTPYTHUIIO TUATHOCTUKY KOP-
KOBO-0a3aJIbHOM TaHTIMOHAPHOM ereHepanuu. Takum obpa-
30M, TIpY BO3HUKHOBeHUN y tatieHToB ¢ [THIT nuctonnu no-
3UPOBKY N0(haMUHEPTIYECKUX ITPETIapaToB CIIENYeT YMEHBIITNTh
WM OTMEHUTH, YTOOBI UCKITIOYUTH BO3MOXHOCTH TTOOOYHOTO
nerictBus mperapaTta. CauTaercs, 9TO STHOJIOTHUS JIEBOIOTIA-
WHIYIUPOBAHHON AWCTOHUU TT0 MEXaHU3MY Pa3BUTHSI CXOXKa
C TAKOBOU MPY MAPKUHCOHM3ME, COUeTaHUE XKe €€ C ODOMaHIN-
OyJISIPHOM IUCTOHUEN CBSI3aHO C 0COOEHHOCTHIO MHOTOYPOBHE-
BOTO TIOPAXKEHWST HUTPOCTPUATLHON U CTPUOTIATTMIAPHON CH-
CTeM M TIpolieccoB HeliporutactuuHoctu B HUX nipu [THII. B ne-
yeHnM (poKanbHoM muctoHuu nipu [THII, BKitouas arpakcuio
OTKPBITUS BeKa, MOXXHO MCTIONb30BaTh MHBEKIINY OOTYTMHITYE-
ckoro TokcuHa [27]. OrmcaH ombIT JeyeHus nanueHToB ¢ [THIT
C MCITOJIb30BAHNEM TITYOOKOU CTUMYJISIIIUU TOJIOBHOTO MO3Ta
(I'CI'M). B paHmoMu3upoBaHHOM KOHTPOJIUPYEMOM UCCIIEI0-
BaHUU C OMHOCTOPOHHEH TITyOOKOI CTUMYJISIIINE HOKKOMO-
CTOBOTO sIIPpa TOKPBIIIKY TOJIOBHOTO MO3Ta MPUHSUIA YIacTue
8 60bHBIX ¢ [THIT Puuapncona (ITHIT-P) u otmeTnm yyurie-
HUE ITOCTyPaTbHBIX PYHKIINI, OMHAKO TIPU CPABHEHUU PE3yITh-
TaToB uepe3 6 u 12 mec B pexxume ctumyrstii BKJI u BBIKJT
MeTo He TTokasan addektuBHocTH [28]. [CI'M B HacTosIiee
BpeMsI He pekoMeHayeTcs B aeuenuu [THIT [27].

CornacHo OITyOIMKOBaHHBIM UCCIETOBAHUSIM, B JIEUEHIT
KOTHUTUBHBIX HapymeHuit y manuentos ¢ [THIT mpumensimm
WHTUOUTOPBI XOIMHACTEPA3bl, KOTOPHIE YYIIIaa KOTHUTHB-
Hble (QYHKIINU, OMHAKO OBUTO 3aMEYeHO, YTO Y TaHHOU TpyTI-
TTBI TTAIIUEHTOB OBICTPee TIPOTPECCUPOBAIN IBUTATETHHBIC Ha-
pymenwus [28]. Heobxommmo otMeTHTh, uTo narmeHTs ¢ [THIT
MOTYT CTPaaTh MICUXOIMOIIMOHATLHBIMY HAPYIIEHUSIMY, Ha-
TpuMep Ierpeccueil, KoTopasi TakKe TpeOyeT TpUMeHeHUs
criennuUIecKoii Tepanu, OMHAKO B INTEpaType He ObLTO Haii-
JIEHO KOHKPETHBIX PEKOMEHAAINI TT0 TPUMEHEHUIO aHTUIe-
npeccanToB nipu [THII. B ¢Bs31 ¢ ueM MOXHO UHAUBUAYaTb-
HO PacCMOTPETh Ha3HAYeHNE aHTUIETIPECCAHTOB U PEKOMEHITO-
BaTh 3aHSTHE C TICUXOTEPATIEBTOM KaK aJIbTePHATUBHBIN METOT
TIOMOIIIY TTAlINEHTY.

CornacHo uccienoBaHusIM, (hU3nOTepaneBTUIECKIe pe-
abMIUTAIIMOHHBIE METOAUKHU YK€ MOoKa3aau cBOIo 3 dek-
TUBHOCTH B jieueHuu bIl, y mammenTos, crpagatomux [THIT,
3TO elle MPEeNCTOUT BBISICHUTD, OMHAKO YK€ CeTOIHS €CTh Ha-
OJII0IeHYST, B KOTOPBIX OTMEYAIOT TTOIOXKUTETbHBIN 23 deKT
KOMIUIEKCHOTO peabuINTAIlMOHHOTO JIeYeHUsI TTAallueHTOB
¢ [THIT [29]. B onHoi1 3 paboT, B KOTOPOIt NccienoBaiach ad-
(exTuBHOCTS JIorONIeIMIecKoil Tepanuu 1o npotokory LSVT
JIu CunpBepmana y manmeHToB ¢ BIT u ITHIT, 65110 BBICKa3a-
HO TIPEIITOJIOKEHNE O TTOTEHITUATBLHOM TTOJTh3€ JIOTOMEeIITIeCKIX
MeTonoB Jedenus. [1o pe3ynbratam ucciienoBaHusI, yBeTnIeHEe
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MaKCUMAaJIbHO TIPOIOKUTENLHOCTH (hOHAIIUY U TPOMKOCTH
royioca mpu YTeHUY ObLTN OMWHAKOBBIMU B 00€MX TPYTITIax, O~
HaKO yJTy4IlIeHNe KauecTBa roJioca v apTUKYIISIINY ObLTH Ooee
3HAYMMBIMU B TpyTITie anueHToB ¢ bI1 mo cpaBHeHMIO C TpyTI-
rroii [THIT [30]. Bo u3bexxanue acmipaiinyl BO BpeMsl TIpueMa
MUY HEOOXOAMMO COCTaBUTH CIIEIMATILHYIO TUETy IS Tia-
LIMeHTAa, a TIPU Pa3BUTUH OTUC(aruu pacCMOTPETh BOIIPOC Ha-
JIOXKEHUSI TACTPOCTOMBI, YIUTHIBAsI KOTHUTUBHBIE HAPYIIICHUST.

IMammenTsl ¢ ITHIT crpanatoT HapylieHUSIMU KOOPAMHA-
LMY U XOIBOBI, B CBSA3U C UYeM 00yueHUe METOINKAM TIO TTOJI-
JIeP>KaHUIO PAaBHOBECHSI, a TAKXKE «00yICHUTO TTAIEHU» MOXET
MUHUMU3UPOBATH BEPOSITHOCTD ITOTyIeHUsI TpaBMBI. 115t 6e30-
MACHOTO MepeIBUKEeHNSI HEOOXOIMMO UCTIONH30BaAHUE CPENICTB
OTIOPHI: TPOCTE, XOMYHKOB, TIPU BBIPAKEHHBIX HAPYIICHUSIX
XOBbOBI — MHBATMIHON KOJISICKU.

ITporpeccupoBanue 3ab6oseBanus rpu [THIT o6b14HO 11po-
HCXOIUT TOBOJBHO OBICTPO [31]. BOIBIIMHCTBO MAIIMEHTOB CTa-
HOBSTCSI yXO[-3aBUCUMBIMU B TedeHue 3—4 et mociue nedio-
Ta 3a00JIeBaHNsI, 3HAYUTEILHO CHIDKAETCST KAUeCTBO MX KU3HH,
B CBSI3U C YeM BasKHO BOBPEMSI OPTaHN30BATh MAJTMATUBHYIO TO-
Molilb. JIeTabHBI UCXO B CPEIHEM HACTYIaeT yepe3 6—9 jiet
MOCJie TTOCTAHOBKY MUAarH03a, OMHAKO MPOXOIKUTEIHbHOCTh
sxusnu nipu [THIT ¢ akuHe3nelt u 3acTHIBAHUSIMU COCTaBIISIET
okojio 11 jet [32—35].

B cucrematnueckoM 0630pe u MmeTaananuze 2017 r. mpeam-
KTOpOM 00Jiee KOPOTKOM BblxKMBaeMocTu ObL1 heHotun [THIT-P
o cpaBHeHu1o ¢ peHorunom [THII-TIT, mpu Koropom HabI0-
NAJIOCh paHHEEe HAvaylo MOCTYPaTbHbBIX HAPYIIEHU! C 9acThI-
MU TIaJICHUSIMU U HapyIIIEHHMEM KOTHUTUBHBIX (YHKIM [36].
Pannwmit ne6ror gucdarum, Kkotopast HabaogacTCs B (heHOTH-
nax Kak [THII-P, tak u ITHII-II, Tak:xe Obu1 mpeauKTopom 60-
Jiee KOPOTKO# BEDKUBAEMOCTH.

Knunnyeckmii coryyai

IMammentka /., 79 net, mocTymnuia Ha JiedeHre B HEBPOJIO-
TMIecKoe OTAeIeHre KIIMHUKY balrknpckoro rocynapcTBeHHOTO
MenumrHcKoro yHuBepcuteTa (BI'MY) 1o HarpaBieHUIO y9acT-
KOBOTO HeBpoJiora. [1pu mocTyriennn xkano0bl Ha YacThie Taae-
HUSI TIPEUMYIIECTBEHHO Ha3a. [larmeHTKa He MOXeT OTyCTUTh
B3IJISI BHU3, YTOOBI IIPOYECTD 3aIMCH, TTOCMOTPETH B TAPEIIKY
TIPU TIpUeMe TUIIIN, B CBSI3U C YeM BO BPEMSI eIbl YACTO TIPOJIH-
BaeT XUAKYIO TTUIITY, 3aMeUIEHHOCTD IBVXKEHU, CHUXKEHUE TIa-
MSTU Ha HeIaBHUE COOBITHS, HApYIIIeHe KOHIIEHTPAIINY BHU-
MaHUsI, TOTIOJTHUTETbHBIE IBUKEHSI PTa C TPUKYCOM BHYTPEH-
HUX TIOBEPXHOCTEN IIeK, 00N B 1Iee, OECCOHHUIIA, KOTOPYIO
TAlMEHTKA OOBSICHSET CIOKHOCTHIO HAWTH YIOOHOE TTOT0Xe-
H1e B KpoBaTu. Co CJIOB POICTBEHHUKOB, OKOJIO 3 MeC OHU Ha-
OJTIO/IAIOT, UTO MAIMEHTKA YaCTO 3aXOIUT B TyaJIETHYIO KOMHA-
Ty — 110 20 pa3 B IeHb, HO TIPY TOM MOXKET He COBEpIIIaTh B Hell
KaKux-1m0o neticTBuii. [lanineHTKa OOBSICHSET CBOM MTOCTYTIOK
KaK «3axoTeJia B TyaJeT, HO TIPUIY elle pa3 mo3xe». [1pu aTom
HapyleHii (QyHKIINI Ta30BbIX OPTAaHOB He oTMedaeTcs. Cunra-
€T, 4To 3ab0s1esna ros Hasax (B 78 JieT), KOTaa BIiepBbIe CTala OT-
MeuaTth HapylleHre KOOPAWHAINY B BUJIE IATKOCTH TP XOIB0E,
HEYCTOWYMBOCTH U TIANEHUH, ajiee IPUCOSANHWIACH CKOBaH-
HOCTB NBUKeHMit. OlleHKa ABUTATETbHBIX QYHKIINIA 110 yHUbU-
LIMPOBAHHOM 1TKaJie OlleHKH 6ose3Hu [TapkiHCcoHa cocTaBmIa
58 6asutos. [TanmeHTKe ObLT BBICTaBIEH AMAarHO3 «0oe3Hb [ap-
KWHCOHA» ¥ Ha3HAUeH MPOTUBOMAPKUHCOHUIECKU TTperapaT
(reBomora+kap6unora 250/25 Mr) o 1 TabieTke 3 pasa B CyT-
KU, omHaKo 3¢ deKT OT mpemnapaTa OlIyTUIa TOIBKO B 1-if Me-
CSI11 TTIpUeMa, B BUJIe HEKOTOPOTO YMEHBIIIEHUST OpaTuKWHE3NH,
CHUKEHUS TOHYCA B KOHEUHOCTSIX, YAyUIIeHUs ToxXonku. B xome
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HaOJIONEHYS U JISUSHST YIACTKOBBIN HEBPOJIOT YBEJTUIUII TO3Y
rperapara 10 6 MprueMoB B CYTKH, HO 3HaYMMOro addekra 60-
nee He oTMedanock. B 2019 r. y manmeHTKY y9acTUINCh Taae-
HUSI Ha3a.l ¥ BIIePe, TIOSBIUINCH NOTIOTHUTEIbHBIE TBVDKEHUS
pTa ¢ TIPUKYCOM TieK. POMCTBEHHUKY OTMETUIN U3MEHEeHE
MUMWKU — «CYPOBOE» BBIPAXKEHUE TN, HAPYIIEHUS TIaMSITH,
MOBeleHIeCKUe paccTpoiicTBa, 6ecconnuity. [locne mposene-
HUSI HEBPOJIOTMUECKOTO OCMOTpa MalMeHTKa Oblia HaTrlpaBJieHa
Ha CTallMoHapHoe o0cyeIoBaHNe U JiedeHUe B KITMHUKY BIMY.

HacnenctBeHHbIlT aHaMHe3 TIPOCTIEIUTD HE YIAT0Ch, TaK
KaK MaireHTKa pociia B IETCKOM TOMe, OTHAKO Y Hee €CTh PO~
Hasl CecTpa, Y KOTOpoii He 3ahMKCUPOBAHO HEBPOJIOTUUECKIX
HapymeHni. OObeKTUBHOE MCCIeI0BaHNe: TallueHTKa HOp-
MaJIbHOTO MUTaHus (MHAeKe macchl Tea 21,1 kr/m?), poct
154 cM, TIpOTIOPIIMOHATEHOE COOTHOIIIEHNE YacTell Tesa.

Hesponoruueckuii craTyc: mapajand B3opa, BeIpaXKeHue
JIVIIA TTAIUEHTKY ¢ (PUKCUPOBAHHBIM B3TJISIIOM BITEpe], TIpU-
TTOMHATHEIMU OPOBSIMU Y HAXMYPEHHBIM JIOOM, TTOJIOKUTETbHBIIT
BECTUOYSIPHBII TT1a3HO pediiekc, MOIoXUTeTbHbIe pediek-
CHI OpaJIbHOTO aBTOMaTH3Ma (MapuHecky— PagoBuun, xo60T-
KOBBII pedieKc), peub 3aMeIeHHAas, «phlyaliiasi» Tu3apTpusl,
MBITIEYHBII TOHYC TIOBBIIIEH TI0 TIACTUYECKOMY TUITY C IBYX
CTOPOH, TIPENMYIIECTBEHHO IIPOKCUMATTLHO, OTUTOOpaTUKUHE -
31sI B KOHETHOCTSIX. Y MepeHHasl paMyIHas HeIOCTaTOYHOCTh
¢ rutnieppedekcueii. KoopanuatopHbie MpoOkI BEITIOTHSIET
¢ MpoMaxrMBaHUEM C ABYX CTOpoH. B mpobe PombGepra HeycToii-
yuBa. [Toxonka: 6panubasusi, mocTypaabHasi HEYCTOMINBOCTD
C YaCTHIMU TTafieHUSIMU Ha3ax 1 Briepen. OpoMaHIuOy I pHBII
runepkuHe3. OpTocTaTuueckas mpooda orputiateabHas. s uc-
CJIeOBaHMST KOTHUTUBHOU chephbl UCTIOTh30BAHBI HEHPOTICH-
XOJIOTUYECKME TeCThI: KpaTKasl IIKajia ICUXUIeCcKOro cTaTyca —
24 6ana, 6atapest TECTOB Ha JIOOHYIO TUCHYHKITNIO —7 OaJIOB,
MoHpeaabcKast KOTHUTUBHas mKkana — 22 6amia. [1pu mpoBe-
JEHWY HEWPOTICUXOIOTUUECKOTO UCCIIeIOBAHUS BEISIBICHA yMe-
peHHasl CTeTieHb JeMeHITUU TIOOHOTO THUTIA.

MenmnepcoHanoM 1 poACTBEHHUKAMU 3a(pUKCUPOBAHO TIO-
BTOpSsTIONIEeCs TToBeaeHUe (TTAlleHTKa TaK e, KaK 1 J0Ma, XO-
Q1A B TyaJeTHYI0 KOMHaTy 10 20 pa3 B IcHb).

[IpoBeneHHbIE CTAHAAPTHBIE KITMHUKO-Ta00paTOPHBIE HC-
CJIeIOBAHSI COOTBETCTBOBAH pehepEHTHBIM 3HAUSHUSIM C yUe-
TOM BO3pacTa MalueHTKH.

MPT-uccnenoBanue mpoBeieHO HAa MATHUTHO-PE30HAHC-
HOM ToMorpade «Siemens» ¢ HANPSKEHHOCTHIO MATHUTHOTO TT0-
14 1,5 Ti, ¢ nonyyerreM craHgapTHBIX T1- 1 T2-B3BeIIeHHBIX
n3obpaxkenuii (T1-BU, T2-BU) B hpoHTanbHOI, aKCUATLHOI
U CaTUTTATBHOU TUTOCKOCTSIX, C MIOC/IEAYIOIIEH OIIEeHKOM BU3Y-
aTHHBIX NI3MEHEHWI TOJIOBHOTO MO3Ta (CM. pPUCYHOK). BoisiBie-
HBI TIPU3HAKY aTPO(DUU CPETHETO MO3Ta C CUMITTOMAMMU KOJIH-
OpU B CaTUTTATILHOM (CM. PUCYHOK, a) 1 Mukku Mayca B akcu-
aJTbHOI TIIIOCKOCTSIX (CM. PHCYHOK, 0).

YuutsiBast mporpeccupoBaHue 3a00IeBaHNS B TEUCHUE
rofia, C MOCTYPaTbHBIMU HAPYIICHUSIMU, aKUHETUKO-PUTHI-
HBIM CHHIPOMOM, TTapaJTiuoM B30pa, U3apTpUeis, yMepeHHBIM
KOTHUTUBHBIM HapyIIEHUEM, CTEPEOTUITHBIMU ITOBEIEHIECKI-
MU HapyieHussmMu, nanasie MPT ronoBHoro mo3sra (atpodust
CPEIHeTo MO3ra), a TakKe HeIaBHO BO3HUKIITNI OPOMaHIN-
OyJIIpHBII TUTIEPKIHE3 Ha (DOHE TIprueMa MPOTUBOITAPKUHCO-
HUYECKOTO TIperapata, BeicTaBieH nuarHo3 «[THII ¢ neBomo-
Ma-uHAYIIUPOBAHHOW TUCKWUHE3NEe B BUIE OpOMaHANOYISIp-
HOTO TUTIEPKIHE3a».

[ManmenTke OBIT OTMEHEH MPOTUBOMAPKUHCOHNYECKUIT
Tpemnapar, B pe3yJibTaTe 4ero NUCKMHEe3UsT YMEHBIITUIACh, Je-
pe3 2 Hen 1 6oJiee He HAOJTIODAIacCh.
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MPT roaoBHOro mo3ra 79-AetHeii naumeHTku ¢ MHI1.

a — T1-B3BelIeHHOE U300paXeHUE, CArUTTANIbHASI TJIOCKOCTb. ATpOodUs CPEIHEro Mo3ra, CoOXpaHeHUe 00beMa MOCTa U aTpodust KPBIIIN cpeHero Mo3ra. CUMITOM
KJIoBa Konnbpu; 6 — T2-B3BelieHHOE M300pakeHne Ha aKCUaJIbHOM Cpe3e Ha ypOBHE cpeaHero Mosra. Atpodust cpenHero Mosra ¢ hopMUPOBAHUEM CUMIITOMA

Mukku Mayca.

MRI of a 79-year-old female with progressive supranuclear palsy

a — a sagittal T1 weighted image. Atrophy of the midbrain, preservation of the volume of the pons and atrophy of the tectum. Symptom of the Humming bird; b — ax-
ial T2 — weighted image at the level of the midbrain. Atrophy of the midbrain with the formation of the Mickey Mouse sign.

[MammenTka nana nHGOPMUPOBAHHOE COTTIACKe Ha ITyOIn-
KaIMIO TIOJTYYeHHBIX Pe3yIbTaTOB ee 00CIeN0BaHU U IEMOH-
CTpalWIo TaHHBIX B TTIEYaTH.

Taxum obpazom, [THIT sBsieTcst rereporeHHbIM 3a00J1€Ba-
HIUEM C pa3HOOOPa3HBIMU KITMHITIECKAMU (PEHOTUTIAMU, TMATHO-
CTUIECKUE KPUTEPUU KOTOPBIX ITPEICTaBIeHB MeXTyHapOTHBIM
o61ecTBOM 110 6051e3HY [TapKiTHCOHA U TBUTATETLHBIM PACCTPOTi-
ctBaM B 2017 T. 11 SIBISTIOTCSI OCHOBHBIM PYKOBOZICTBOM TSI TTPAK-
TUYeckoro Bpada. OmHako atumaHbie posieienust [THIT moryT
YCIIOXXHUTH IMATHOCTUKY JaHHOTO 3a0osteBanus. [Ipencrasnen-
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