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Pesrome

Ipoepeccupyiowuil nadvsdepnoiii napanuy (ITHII) — cnopaduueckoe netipodecenepamushoe 3a060nesanue, nposis-
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PANLHOU HEYCMOUYUBOCMU, NOCMENEHHbIM pa3sumuem 0emeHyuu 1006H020 mund, nces0o0yibOApHbIM CUHOPOMOM.
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cmeona. B cmamve onucvisaemcs KIUHUYECKULl CIyuatl, 0CODEHHOCMbIO KOMOPO2O SUNACH CIONCHOCMb OupdepeH-
YUANbHOU OUASHOCMUKU, B03HUKWIASA 8 CBA3U C HAAUYUeM y NayueHma pasHooopasHol conymcmsyoujel Ramono2uu.
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Abstract

Progressive supranuclear palsy is a sporadic neurodegenerative disease manifested by oculomotor disorders, akinet-
ic-rigid syndrome, early development of postural instability, gradual development of frontal dementia, and pseudo-
bulbar syndrome. Diagnosis of PNP is determined by the specific topical distribution of the degenerative lesion in the
brain. This article describes a clinical case of a 67-year-old patient with PNP, a feature of which is the complexity of
differential diagnosis, given the presence of a variety of comorbidities.
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Cokpawenua: AJ]l — apTepuanbHOE [aBJIECHHUE;
BAC — GoxoBoii amuorpoduyeckuii ckiepo3; KOK —
kpearunnHpocpoknHaza; MPT — wMarauTHo-pe3o-
HaHcHas Tomorpadus; ITHIT — mnporpeccupyromiuit
HagbaaepHbli nmapanndy, DQHMI' — anexrponelipomuo-
rpapus; MDS-PSP — Movement Disorder Society
Progressive — Supranuclear Palsy Study Group (Mex-
JIyHapOAHOE OOIIECTBO ABUTATENBHBIX PACCTPOMCTB —
rpymnIa IporpecCUBHOTO HabAAEPHOTO Mapainya).

Beenenue

[Iporpeccupytommii Hagpaaepubii mapanng (ITHIT)
OTHOCHUTCSI K TpyIIIe HEHpoaereHepaTuBHBIX 3a001eBa-
HHH TOJIOBHOTO MO3ra C IIHUPOKOH KIMHUYECKOH TeTepo-
TeHHOCTHIO. 3ab0NeBaHne XapaKTepU3yeTcs COUeTaHHEM
HaIbAIEPHON O(QTaTBMOIUIETHH, AKWHETHKO-PUTHIHO-
IO CHHJpOMa, Pa3BUTHEM paHHEH IOCTypalbHON He-
YCTOMYMBOCTH C Ma/ICHUSMH MIPEUMYIIECTBEHHO Ha3all,
KOTHUTUBHBIX HapyIIEHHH MO JOOHOMY THIy M IICEB-
noOynpbapHoTro cuHApoMa [1-3].

B ocnoge pazsutus I[THII nexxut HakoruieHue u arpe-
ranysi B KJIETKax TOJOBHOTO MO3Ta IaTOJIOTMYECKOrO
Tay-Oenka ¢ 4 MOBTOpaMH B JIOMEHaX MHUKPOTPyOOuUeK
HEHPOHOB M IIMOLKTOB C OOpa3oBaHMEM B HHUX ITaTO-
JIOTUYECKUX BHYTPHUKIIETOUHBIX BKIIOUEHUI — HEWpo-
GUOPIIIISAPHBIX KITyOKOB, HEUPOIMIIEBEIX HUTECH U TUIH-
aJbHBIX BKIIOUEHUH [4].

Xapakrep kiauHudeckor kaptunsl ITHII onpenens-
€TCsl TONMYECKHM paclpeieeHHeM JereHEpaTUBHOIO
TOPaKEHUS B TOJIOBHOM Mo3re 5, 6].

B 2017 . MexnyHaponHsiM o0miecTBOM OOe3HH
[TapkuHCOHa 1 IBUTATENBHBIX HapymeHwi (International
Parkinson and Movement Disorder Society, MDS) co-
BMECTHO C Ipymmoi ydeHsix mo um3ydennto [THII Oprmm
OITyONTMKOBaHbI HOBBIE KpUTepuu aAuarnoctuku (MDS-
PSP). Ilpenpimymme kputepuw HarmoHAIBHOTO WH-
CTUTyTa HEBPOJOTHYECKUX DPACCTPOMCTB M HHCYIETA,
a taxke obmecrsa o n3ydenuto [THIT (NINDS-SPSP)
1996 1. [7] OBUIH COCPENOTOYCHBI HA JIBYX OCHOBHBIX
(byHKIMOHANBHBIX — TarTepHax (o TampMoMOTOpHAs
IucyHKIMs, TOCTypajibHas HeCTaOMIBHOCTE), KpUTe-
pur MDS-PSP no6asunm emie aBa narrepHa (aKuHE3US
1 KOrHUTUBHasA nucyHkums) (tadm. 1) [8]. Opuentu-
PYSCh Ha HaJIW4WE y MAlMEHTa JAaHHBIX CHMIITOMOB, MX
coueTaHHe, KOMOMHALMIO M CTENEHb BBIPAKEHHOCTH,
BbIIIEIAOT psan nonatunoB ITHII, umerommx pasnuy-
HBI ypOBEHb JMArHOCTUYECKOM TOCTOBEPHOCTH B 3a-
BACUMOCTH OT KOHKPETHOTO COYETaHUsS KIMHHYECKHX
MIPOSIBIICHUI: ONpEAEIEHHbIH, BEPOATHBIA, BO3MOXHBIN
u npennonaraemeiid [THIT (Ta6m. 2). ITpu aToM ompene-
nennsiit [THIT B HacTOsIIEE BpeMst MOJKET OBITH AUATHO-
CTHPOBaH TOJIBKO IIPU MAaTOMOP(OJIOrHYECKOM HCCIIe-
JIOBaHUH, TaK KaK J0 CHUX IOp HE CYIIECTBYET IPYTHX
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OromapkepoB (JabopaTOpHBIX, HEHpPOBH3yaIH3aLOH-
HBIX WM TeHeTmdeckux) ¢ omuskoir k 100% uyBcTBH-
TEIBHOCTBIO U CIICHU(UIHOCTHIO [8].

B 3aBucuMoOCTH OT TIpeBaTUpOBaHUS TOTO WIJIM MHO-
rO KIMHHYECKOTO MpPH3HAKA BBIACISIIOT CIEAYIOLIHE
monrumel TTHIT: xmaccwmueckuit Bapmant ITHIT (cmH-
npom Puuapacona) (24%), ITHII-mapkunconusm (19%),
[THIT ¢ mpeobmamanneM MOCTYpPaIbHONW HEYCTOWYHNBO-
ctu (18%), ITHII-gemenuus no nodnomy tuny (12%),
[THIT ¢ mpeoOmamanreM TyIa30BUTATEIILHBIX HapyIIe-
Huit (7%), I[THIT — xoprukobazanbHbiii curpom (7%),
Heknaccuunupyemsie Tamsl (13%) [9].

IIpu nocranoBke auarnosa IIHII B pomonnenue
K KIIMHUYECKUM KPHUTEPHSIM HCITONB3YIOT JaHHBIE Mar-
HUTHO-pe3oHaHcHol ToMmorpadun (MPT) romxoBHOro
Mmosra [10]: arpodust mOKpHITIKK cpemHero mosra [11],
HCTOHYEHHE KOHTypa BEpXHEW 4acTH CpeJHEro Mosra
(cuMITOM «KOMUOpPW» WIIM ITHHTBHUHAY) [12], Ha akcH-
aJbHBIX Cpe3ax — yMEHbILICHHE NEepeaHe-3aJHEr0 cpe-
JTUHHOTO TMaMeTpa CPETHEro MO3ra Ha YPOBHE BEPXHHUX
JIBYXOJIMHUH TPU OCEBOHM BH3yalW3allMd OT MEXKHOXK-
KOBOM SIMKH IT0 MEXKIYyXOJIMHOW OOpO3AKH (CHMITTOM
Muxkku Mayca) [13], pacuupeHne 4eTBepTOro Kemy-
Iouka, arpodus JIOOHOW M BHCOYHOU JONEH, aTpodus
MO30JIMCTOTO TeNa, U3MEHEHUE HHTEHCUBHOCTH CUTHAJIA
OT TTOKPBIIIKH CPEAHETO MO3Ta, yCHIICHHE HHTEHCHUBHO-
ctu curnana (B T2-pexxume MPT) oT okononpoBoiHOTO
Ceporo BEIIeCTBa, CHWKEHNE WHTEHCHBHOCTH CHTHaja
(B T2-pesxume MPT) ot ckopmymst [3].

Jns muddepenmanbHOR TUATHOCTHKU KITacCcHde-
ckoit u arunmuHbX Gopm [THIT ucnons3yrorcs nanHbIE
MO3UTPOHHO-3MUCCHOHHOW TOMorpadun, KoTopas mo-
3BOJISIET BU3YAJIU3UPOBATH JIOOHO-TIONKOPKOBBIH THIIO-
MeTa0oM3M — TUITHIHBINA pu3Hak [THIT [14].

Ilpusooum xaunuuecrkoe nabnooenue. [anuent K.,
67 nert, B anpenie 2022 1. OBUT TOCITUTATU3UPOBAH IS
YTOYHEHUsS JuarHo3a. [lalMeHT NpeabsBIsUl KAIOObI
Ha 3aTpyJHEHHE TJIOTAaHUS, CIFOHOTEUCHHE M3-3a TPYI-
HOCTH MPOTJIATHIBAHUS CIIOHBI, HEUETKOCTh peduu, Oon
Y TIPEXOISIIYIO ¢1ab0CTh B HOTaX MPH XOIH0E, STTU30/IbI
naJicHuH.

W3 anamHe3a M3BECTHO, YTO TAIMEHT CYUTAET ceOs
OonbHBIM ¢ oceHn 2020 r., Korma BIEPBBIE OTMETHI
MOsIBJICHWE OOJIed W TIPEXOIAIICH CIIab0CTH B HOTax
npu Xonp0e Ha paccTosHUE NMPUMEpPHO 1 KM, Kymupy-
IONTUXCSl B MOKO€ W B TOJNOXKEHUH cunasd. OmnucaHHbIE
’KaJoOBl TOCTENEHHO MPOTrPEeCCUPOBANH, IUCTAHIIMS
0e300meBoit X0aK0BI yMeHBIIMIACh A0 50 M. B cBi-
3u ¢ notepeit maccel Tena Ha 10 kr 3a 2020 . B siHBa-
pe 2021 1. OBUI TOCIIUTATU3UPOBAH C IMEIBI0 HCKITIO-
YeHUs] OHKOJNOrnueckod mnarojoruu. [lo pesynbraram
MIPOBEACHHBIX JOTONHUTENHHBIX HWCCIIEIOBAaHUHN JaH-
HBIX 38 OHKOJIOTHYECKHUH TMpoIecc MOIy4eHO He OBbLIO.
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Kpurepuu nnarnoctuxu ITHII: kio4eBble KIMHNYeCKHE IPH3HAKA

Tabnuia 1

YpoBHH YBepPEeHHOCTH B AMATHO3€
[puznaxu
ypoBeHb I yposenb II yposens 111

[mazonBurarenpHbIe I'3: anpakcust OTKpBIBaHUS BEK MIIH I"2: 3amennenne BepTHKAIBHBIX I'l: HagbsaAepHBII BEpTUKATIBHBIHN ape3
HapyUICHUs. 4acThle MaKPOOCIIIISIIINY 17123 CaKKaJ B30pa
[ToctypanbHas I13: Gonee aByx miaroB Ha3ax B Tecte | [12: TeHAEHIMS K MAJICHUIO B TECTE [11: noBropsronecs
HEYCTOWYUBOCTh TOJIKaHUsI (TECT HA PETPOIYIbCHHUIO) TOJNKAHUS (Ha PETPOIYIbCHIO) HECIIPOBOLMPOBAHHBIC MAJICHUS (B TCUCHUE

(B Teuenue 3 nert) (B Teuenue 3 yer) 3 1er)
AxuHe3ust A3: MapKUHCOHHU3M C TPEMOPOM A2: mapKUHCOHU3M aKHHETHKO- Al: mporpeccupyromue «3acTbIBAaHISD

W/MIA aCUMMETPHYHBIN W/1iIn PUTHUIHBIH, TPEUMYIIECTBEHHO npy xozs0e (B TeueHue 3 yer)
OTBEYAET Ha JICBOJOMY AKCUAJIbHBIH, PE3UCTECHTHBIH
K JICBOJIOIE
KoruuTusHbie K3: kopTuko0a3anbHbIii CHHIPOM K2: no6HbIi KOTHUTHBHBIH/ K1: Hapyuienue peun (arpaMmaTHyecKuit
HapyIIeHUs. IIOBE/ICHUECKUI CHHAPOM BapHaHT NEPBUYHON Iporpeccupyromeit
adazuy WM IepBUYHAS POTPECCHpPYIOIIAs
arpakcus pedn)

17p umedvaHue. 3HAYCHUC ypOBHeﬁ YBEPEHHOCTHU B JUArHO3€: YPOBHU C 6oJIee HU3KHMH 3HAYEHUSIME 00€CIIeUnBaIOT 60J'H>I_Hy}0 JAOCTOBEPHOCTH JHUarHo3a

ITHII, yem ypoBHH ¢ GoJiee BEICOKMMH 3HAYCHHSIMU.

Table 1
Diagnostic criteria PSP (MDS-PSP): Core clinical features
Sions Levels of Certainty
g Level 1 Level 2 Level 3
Ocular motor 03: Frequent macro square wave 02: Slow velocity of vertical O1: Vertical supranuclear
dysfunction jerks or saccades gaze palsy

«eyelid opening apraxia»

Postural instability P3: More than two steps backward

on the pull-test within 3 years

P2: Tendency to fall on the pull-test

P1: Repeated unprovoked falls within

within 3 years 3 years

Akinesia A3: Parkinsonism, with tremor and/
or asymmetric and/or levodopa

responsive

A2: Parkinsonism, akinetic-rigid,
predominantly axial, and levodopa

Al: Progressive gait freezing within 3 years

resistant

Cognitive dysfunction C3: Corticobasal syndrome

C2: Frontal cognitive/behavioral

C1: Speech/language disorder, i.e.,
nonfluent/agrammatic variant of primary
progressive aphasia or progressive apraxia
of speech

presentation

Note: meaning of confidence levels in diagnosis: levels with lower numbers are considered to contribute higher certainty to a diagnosis of PSP than levels

with higher numbers.

Ucxons w3 »kano0 manueHTa Ha HapyIIeHUsS TJIOTaHUS
u peun, Obuia BeinoiHeHa MPT rosioBel, Ipu KOTOPO
BBISIBUIIOCH YTOJNIIEHHUE JIATEPANBHBIX MPSMBIX MBIIII]
IJ1a3HOrO s10JI0Ka CIpaBa U clieBa J10 5,8 MM u 6,7 MM,
a Tak)Ke MeIUANBbHBIX MPSMBIX MBIIII CIpaBa U CileBa
1o 5,4 mm u 4,7 MM cooTBeTCTBeHHO. MP-KapTuHa enu-
HUYHOTO CYIIPAaTeHTOPHAIHHOTO OdYara rimo3a, yMepeH-
Has HapyXHas ruaponedanus. MP-npuznakoB arpodun
CpEeIHeTo MO3Ta BBISIBJIICHO He ObuTo (puc. 1, A, 2, A).

B cBsi3u ¢ HamuumeM xayiod Ha O0onu U ci1abOCTh
B HOTax OBLJIO BBIMOJHEHO THIATEIHHOE HCCIIEOBaHUE
BCEX OTJICJIOB MO3BOHOYHUKA, KOTOPOE BBISBHJIO BBIpa-
JKCHHBIE JIeTeHePaTUBHO-IUCTPOPHUECKAE W3MEHEHUS
Ha BCEX YPOBHAX C (DOPMHUPOBAHUEM IOJUCETMEHTAp-
HOTO KOMOWHHPOBAHHOTO (IIEHTPaIbHBINA, JIaTepalb-
HBII) MOSICHUYHOTO cTeHOo3a Ha ypoBHsix L2-1.3-1L4-L5,
KOHCOITMANPOBAHHBIE TIEPEIOMBI 3aJHUX OTPOCTKOB
Th9-Thll cnpaBa. [ljis OIEHKH (QYHKIIMOHATHHOTO
COCTOsIHUS TIepr(epuvecKnX HEpBOB HIDKHUX KOHEY-
HOCTEW ObUIa BBINOJIHEHA OAJIEKTpOHEHpoMHorpadus
(BHMI'), B pesynbrare KOTOPOW B MBIIIIAX HIDKHAX
KOHEYHOCTEH BBISBICH JCHEPBAIIMOHHO-PEUHHEPBA-
[IMOHHBIA TIPOIIECC ¢ BOBJCUCHHEM allb(ha-MOTOHEH-
POHOB TMOSCHUYHO-KPECTIIOBOTO YTOJIIICHHUS HA YPOB-
He L4-L5-S1. IlanmeHT OBLT BBIMMCAH C JAMArHO30M:
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«/lereneparuBHo-mucTpodryueckoe 3a0oNeBaHUE TIO-
3BOHOYHHUKA, oO0ocTpeHrne. CHHAPOM HEWpOTeHHOH Tie-
PEMEXKAOLIEHCS XPOMOTB.

B B3 C BBIIBIEHHBIMH H3MEHEHUSIMH B TO3BOHOY-
Huke B arpesnie 2021 . manueHT ObUT TOCTIUTATN3NPOBaH
B HEHPOXHPYPTrUYECKOe OTIEJIEHUE MO0 MECTY KUTEIb-
ctBa. [IpoBeneHO onepaTuBHOE JICUCHUE: MUKPOXUPYP-
rudeckas auckakromus L2-1.3, L3-L4, L4-L5 cmpasa;
TpaHCTICANKYISIpHast (hukcarus mo3BoHKoB L2—-1.3-[.4—
L5 monmuakcuansHeIMKA BUHTaMU. OIHAKO ITOJ0KUTEE-
HOW TMHAMHUKHU OT MPOBEICHHOIO HEHPOXUPYIUIECKOTO
JIeYeHHs] OTMEYEHO He OBLIO.

B mae-urone 2021 r. BnepBble OTMETUI IMOSBICHUE
MIOTIEpXUBAHU MIPU TIOTAaHUM TBEPAOHM MHUIIH, YTO CBS-
3bIBAJI C HAJIMYMEM BO PTY T'yCTOM BsI3KOHM CiatoHBI. [los-
BWJIOCH OUIYIIEHHE JUCKOM(OPTa B HOCOTIIOTKE, H HEIO-
CTOSIHHOE HapylIeHHE 3ByYHOCTH I0JIOCa, B CBSI3H C UEM
OBLI MPOKOHCYJIETHPOBAH (POHUATPOM, KOTOPBIiA THarHo-
CTUPOBAJI XPOHMUYECKUH (PapUHTOIApUHTUT Ha (OHE ma-
TOJIOTHH KETYJJOYHO-KHILIEYHOTO TPaKTa, B CBSA3U C YEM
MAIMEHT Iepelesl Ha PeXUM MUTaHNS MAJIbIMU TTOPLHSI-
MU C YBEJIMYEHHUEM YacTOTHI pHUeMa MUIIH.

B HOs6pe 2021 1. HEBPOJIOTOM TIO MECTY KUTEIb-
CTBa B CBS3M C HAJIMYMEM CJIa0OCTU B HOrax, nucda-
TUHU, TOTEPU MacChl Tena M U3MeHeHHsMu Ha OHMI
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Tab6numa 2
YpoBHH THATHOCTHYECKO TOCTOBEPHOCTH HA OCHOBE KOMOMHAIIMM KJIHHNYECKHX 0COOeHHOCTEH
YpoBeHb
AUATHOCTHYECKOi .
Omnpenesienne KomOnnanus JlOMUHHMPYIOIIWH OXTHIX
JOCTOBEPHOCTH
B IMarHo3e
Ompenenennsiii [IHIT | «3omotoii ctangapt» Hespomnaronoruueckuii Auarao3 JI1060i1 KIMHUYECKUAN TOATHUIT
Beposttasrit [THIT Beicoko cnetuduynsii, | 1. (I'l wmu [12) + (IT1 + I12) ITHIT — cuaapom Pugapacona (kmaccudecKuil BapHaHT)

HO HE O4€Hb
YYBCTBHUTEIIBHBIN IS
TTHIT

N

.T1um I2) + Al
. (C1 wmu I2) + (A2 wm A3)
(Tl wm I2) + K2

. I[THII ¢ nporpeccupyronuM 3aMUpaHUEM TIPH X0AbOe
. [THII-mapkuHCOHM3M

TTHII-nemenmus mo 100HOMY THITY

Bo3moxnsriii [THIT

3HaunTenbpHO Oosee
YyBCTBHTEIBHBIH, HO
MeHee CIenuDIIHBIH
s ITHIT

.I'l
.T2+T1I3
LAl

.(I'l mmm I'2) + K3

. I[THII ¢ npeo6naganneM r1a30ABUraTeIbHBIX HAPYIICHHH

ITHIT — cunzapom Puuapacona

. ITHIT ¢ nporpeccupyiomuM 3aMIpaHieM IpH Xoab0e
. ITHTI ¢ nporpeccupyrouieii adasueit nim anpakcueit peun

ITHIT — xopTHKOOa3aabHBI CHHAPOM

Comuurenpablii [THIT

Hanomunaer ITHII, HO He
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ITHII ¢ npeobOnasaHueM I71a30ABUraTeIbHbIX HApYILICHUH

[THIT ¢ nmpeobnasanneM nocTypaabHON HEYyCTOHYUBOCTH

ITHIT — cunapom Puuapacona

ITHII- mapkuHCOHM3M

[THIT ¢ mporpeccupytoieit apasueii niun anpakcueit peun
[THII-nemeHIus o JIOOHOMY THITY

[THIT — xopTrK00a3aabHBII CHHAPOM

IIpumeuwanue: OCHOBHBIE KIMHIHYECKHE IPU3HAKY OLPEEISIIOTCS NX (yHKIHOHAIBHON 00nacThio: I — miasonBurarenbHble paccTpoicTsa; I1 — mocty-
pajbHasi HEyCTOMUMBOCTE; A — akuHe3nst; K — xorautuBHas qucyHKIms (Lu(poBele 0003HAYCHHS XapaKTEPU3YIOT CTEIIEHb BEIPAYKEHHOCTH TOTO HJIM HHOTO
npu3Haka: 1 — BBICOKMIA; 2 — cpenuuit; 3 — Huskwmil). [lopiepxuBaromniye KInHnueckue npusnaku: JIIP — neBoponapesucreHTHOCTD; I'CJl — runokuHeTH-
yeckasi, criactTuueckas ausaprpust; J| — naucdarus; C — cBeTOOOS3HD.

Degrees of diagnostic certainty, obtained by combinations of clinical features

Table 2

Diagnostic Certainty Definition Combinations Predominance type
Definite PSP Gold standard Neuropathological diagnosis Any clinical presentation
Probable PSP Highly specific, butnot | 1. (O1 or O2) + (P1 + P2) 1. PSP with Richardson’s syndrome (classic version)
very sensitive for PSP 2.(0Olor02) + Al 2. PSP with progressive gait freezing
3.(0O1 or O2) + (A2 or A3) 3. PSP with predominant parkinsonism
4.(01 or 02) + C2 4. PSP with predominant frontal presentation
Possible PSP Substantially more 1.0l 1. PSP with predominant ocular motor dysfunction
sensitive, but less specific | 2. 02 + P3 2. PSP with Richardson’s syndrome
for PSP 3. Al 3. PSP with progressive gait freezing
4.(0lor02)+C1 4. PSP with predominant speech/ language disorder
5.(0Olor02)+C3 (progressive aphasia or apraxia of speech)
5. PSP with predominant corticobasal syndrome
Suggestive of PSP Suggestive of PSP, but 1.02 or O3 1. PSP with predominant ocular motor dysfunction
not passing the threshold |2. P1 or P2 2. PSP with predominant postural instability
for possible or probable | 3. O3 + (P2 or P3) 3. PSP with Richardson’s syndrome
PSP 4. (A2 or A3) + (03, P1, P2, Cl, | 4. PSP with predominant parkinsonism
C2, LDR, GSD, D or Ph) 5. PSP with predominant speech/language disorder
5.C1 (progressive aphasia or apraxia of speech)
6.C2+ (03 or P3) 6. PSP with predominant frontal presentation
7.K3 7. PSP with predominant corticobasal syndrome

Note: the main clinical signs are determined by their functional area: O — oculomotor disorders; P — postural instability; A — akinesia; C — cognitive
dysfunction (digital designations characterize the severity of a particular symptom: 1 — high; 2 — medium; 3 — low). Supporting clinical signs: LDR —
levodopararesistance; GSD — hypokinetic, spastic dysarthria; D — dysphagia; Ph — photophobia.

OBLT 3amoji03peH OOKOBOW aMHOTPO(PHUUSCKHIA CKIEPO3
(BAC). IlomropHOo BBEImMOTHeHHas OHMI' npu3HakoB
TeHEPaJM30BaHHOTO JICHEPBAIIMOHHO-PEHHHEPBAIIMOH-
HOTO IIpoIecca ¢ BOBJICUCHHEM alb(ha-MOTOHEHPOHOB
HE BBISIBIIIA. JJMarHOCTHUECKUH MMOMCK OBUT IIPOIOJIKEH.
IIpoBogunock ynsTpa3ByKOBOE HCCIEAOBAHUE apTepuid
HIDKHUX KOHEYHOCTEH, KOTOPOE HE BBISBUIIO Hapyllie-
HUH KpOBOTOKa. B mabopaTopHBIX aHamm3ax OOHapy-
KUJIU TOBBIIeHHe KpearnHuH(pochokuHazel (KDK)
mo 302 EJl/n (pedepencHoe 3mauenne < 190 EJl/m)
u muornoouna 1o 397 mkr/n (pedepeHCHOE 3HaUCHUE
19-51 wmxr/m). YuuteiBas panee BbisiBIeHHbIe HA MPT

JaHHble 00 YTOJIIEHWW MBI TJIA3HOTO SI0I0Ka, IS
WCKIIIOYEHUS! TOJIMMHUO3UTA NalUeHT ObUI IPOKOHCYIb-
THPOBaH PEBMATOJIOTOM, JAHHBIX 3a 3TO 3a0OJeBaHUE
BBISIBJICHO HE ObIJIO. AHaJIW3 JIMKBOpA HE BBIIBWII I1a-
TOJIOTUYECKUX W3MEHEHWH. BBl BBIMTOTHEHB! aHAJIH-
361 Ha OHMOXMMHYECKHE OHKOMAapKEpbl, aHAIM3bI IS
OLIEHKW (DYHKIMH LIIUTOBUIHOM JKEJIe3bl, UCCIICTOBAHMUS
Ha aHTUTena K kKapauonunuHaMm IgG, IgM, anturena
k asycrnupanbHoil JIHK, xoTopsle He UMenu OTKIIOHe-
HUH OT pehepeHCHBIX 3HAYCHUH.

Co c110B nanueHTa, 3a MoCJIeIHUE MOIr0Ja BCe UMe-
IOLIMECS. CHMIITOMBI TIOCTENICHHO YCYTyOIISUINCE.
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OOmmii pU3MKaTBHBIN OCMOTP IPH MOCTYIIJICHUU HE
BBISIBWJI OTKJIOHEHUH OT HOPMBI.

Heeponoeuueckuii cmamyc: cCO3HaHUE SICHOE, OpH-
€HTUPOBAaH MpPAaBWIbHO. MEHHUHI€aJbHbIX 3HAKOB HET.
OOoHsHUE HE HApYLICHO. 3peHue CHIKEHO (TIpH 4uTe-
HUU TIONb3yeTcss oukamu). llomst 3peHns He orpaHude-
HEL. 3pauku D = S. Peakuu 3pagkoB Ha CBET coOXpa-
HeHBI ¢ 00enx cTopoH. [asnble memu D < S, merkas
peTpaxius JeBoro Beka. HaOmomaercs mapannd B3opa
BBepX. J|BIKeHHS TIIa3HBIX SOJIOK BHU3, BIIPABO U BIIE-
BO OTrpaHUYEHBI, KOHBEPreHIMs OTCYTCTBYeT. Jlumo-
nuto orpunaer. Hucrarma HeT. B ¢Bsi3u ¢ BhIpa)K€HHOM
PUTHAHOCTBIO MBI 1€ MPOBEICHUE OKYJoleda-
nmudeckoro pedruexca 3arpygHeHo. CKOpOCTh TOPH30H-
TaJbHBIX CaKKaJ B Mpeaesax OrpaHUYeHHOTo B3opa 3a-
MEJUICHA KaK B TOPU30HTAJIBHOM, TaK U B BEPTUKAIBHOM
HanpaBieHnd. YyBCTBUTENBHOCTh Ha JIUIE COXPAaHEHA.
JIuo cuMMeTpuyHOE, TMIOMUMUSA, PEIKOE MOpPraHue.
KopreanbHslii pediekc coxpanes. [morounsiii pediekc
OTCYTCTBYET C JABYX CTOpoH. Jlucdarms, nerkas amc-
¢onus. Cuna B TpaneuueBUIHONW M TPYAHHO-KIIOYHY-
HO-COCLIEBUIHOM MBIIILAX AocTaTtodyHas. Juzaprpus.
SI3BIK B MOJIOCTH pTa MO CpelHEH JMHUH, Oe3 Mpu3Ha-
koB arpodun. [TonBIKHOCTD S3BIKa PE3KO OTpaHMUYEHA:
HEBO3MOXXHOCTH BBICYHYTb SI3BIK 32 JIMHUIO 3y00B. AM-
IUTUTYZIa U CKOPOCTh TOPU3OHTANIBHBIX JIBU)KEHUH SI3bI-
KOM CHrbKeHa. [1omokuTenbHbINH X000TKOBBIN peduiekc.
HaGmiomaeTcsi BhIpakeHHass akcWalbHAas PHUTHIHOCTS,
3HAYUTEIbHO OrpaHMYMBAIONIas JBM)KEHUS B TYJIOBH-
11e, 0COOEHHO B IIee, peTpokorc. OnmurodpaankuHe-
3usl. MBIIIEUYHBIA TOHYC B KOHEYHOCTAX C 3JIEMEHTaMU
[JJACTUYECKOTO MOBBILIEHUS. MBIlIEUHasl cuila B MPOK-
CUMAaJIbHBIX OTAENIaX BEPXHUX U HIDKHUX KOHEYHOCTEH
CHIKeHa 10 3,5—4 6aioB cieBa u cripaBa. B octanbHBIX
rpyImnax MBI cuiia coxpaHeHa. [TyOokue peduiekcs

A

b

Ha pykax u Horax D = S, cHmwxkensl. [laTonorndeckux
KHCTEBBIX 3HaKOB HeT. C 00enX CTOPOH MaTOJIOTUIECKUI
CTONHBIN 3HaK babuHckoro. UyBCTBUTEIBHOCTD HE Ha-
pymena. KoopnuHaropHsie poOBI pyKaMy BBITIOTHSIET
YIOBJIETBOPUTEIHLHO, BHITIOJHCHUE MATOUYHO-KOJICHHON
MPOOBI OTPAaHUYCHO M3-32 BOSHUKAIOIINX OOJIEBHIX OIIY-
IICHUN B MBINIIAX Oe/iep MPH MOIHATHH HOT BHIIIE yIjia
45°, ¢ ypOBHSI BEpXHEH TPETHU TOJEHU BBINOIHIETCS
YIIOBIETBOPUTENBHO. Tpemopa Het. [lucnnanoxokuHes
¢ nByx cropoH. B mo3ze PombGepra ycroiuus. [Ipu mpo-
BeZicHUU TPoObl TeBeHapa OTMeuanach PETPOIYILCHS
Oonee 4 maros. [Ipu xonp0e HaOMOTaETCS BRIPAKEHHBIH
axeUpOKUHE3, JUIMHA [ara ymeHbuieHa. @yHKIUU Ta30-
BBIX OPT'AaHOB HE HAPYLICHBI.

Jns uckioueHusl BOBJIECYEHUST B NATOJIOTHYECKUN
mporiecc  nepuepruueckoro MOTOHEWpPOHA W MBIIII]
noBTopHO ObuTa BeIONHEeHAa DHMI. Brinu oOHapyxe-
Hbl OHMI -npu3Haku nopakeHusi CPEeAMHHOIO HEpBa
Ha YpOBHE 3aISICThs C ABYX CTOPOH (KapmalbHBIN TyH-
HeJNbHBIN cuHApPOM). JlaHHBIX 3a JeHEePBAIlMOHHBINA HITH
MHUOTEHHBII TPOIECC B UCCIIEAOBAHHBIX MBITIIIaX MOJTY-
YeHO He OBLIO.

Yposenbr KOK cocraBun 166 EJl/n, a MuorioOuHa
86 MKT/J, 4TO HE BBIXOJUIIO 3a MpEIeNbl peepeHCHBIX
3HAYEHUH.

bria Beimonnena MPT Ml HUKHUX KOHEYHO-
CTEH, MO0 JaHHBIM KOTOPOH BBISBICHBI IPU3HAKA MUHU-
MaJIbHOH >KMpPOBOM JIereHepaluu MEeAUalIbHON U 3aJHEN
TpYIIN MBI Oeiep crpasa U cieBa.

ITo masaeiM MPT romxoBHOro mMo3ra ObUIM BBISBIIE-
Hbl MP-npu3Hakyu €JWHUYHBIX OYaroBbIX M3MEHEHUH
B BEIIECTBE MO3ra, BEPOSATHO, COCYIHUCTOTO TIEHE3a,
YMEPEHHOTO PACIIUPEHUSI HAPY>KHBIX JTUKBOPHBIX MPO-
cTpaHCTB, MP-nipu3Haku BHYTpEHHEH TPUBECHTPUKY-
JSIpHO# TUapoNedanuu, CHUXKEeHUs curiana Ha T2-BU,

Puc. 1. MPT ronosroro mosra: A — pexum T1W (suBaps 2021 r.). MP-npu3HakoB arpoduu cpeqHero Mosra He BBIABIECHO; b —
pexuM T2W (anpens 2022 r, TIW He ObL10 BbINONHEHO). MIcTOHUEHHE BEHTPaIbHON 4acTU MOKPBIIIKY CPETHErO MO3ra («IpU3HAK

KOJHOpU»)

Fig. 1. Brain MRI: A — T1W (January 2021). MRI signs of midbrain atrophy were not revealed; b — MRI of the brain, T2ZW (April
2022, TIW was not performed). Thinning of the ventral tegmentum of the midbrain (“hummingbird sign”)
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Puc. 2. MPT ronosnoro mo3ra: A — pexxum T1W (suBapb 2021 1.). bieanbie mapsi 6e3 NpU3HAKOB CHHXKCHUS UHTEHCUBHOCTH MP-cur-
Hana; b — pexum T2W (anpens 2022 r.). CHmxenne MP-curnana ot 060oux OJieHBIX 1apOB

Fig. 2. Brain MRI: A — T1W (January 2021). Globus pallidus on both sides without signs of a decrease in the intensity of the MR
signal; b — T2W (April 2022). Decreased MR signal from both globus pallidus

Flair UIT u T2 B obmactu 3y04aThIxX simep ¢ 00EuX CTO-
POH, Takke B 00JIACTH OJETHBIX IIAPOB, MATTEPH «ITy-
CTOTO» TYPEIKOTO ceia, arpouu CpegHero Mo3ra
(em. puc. 1, b, 2, B).

[TarmenT 611 06CTIENOBaH MEAWIIMHCKAM TICHXOJIO-
T'OM, KOTOPBIM OTMETHII PaCCTPONCTBA HEHPOIMHAMUKHU
C WHEPTHOCTHIO ATTEHUTHBHO-MHECTHYECKHX IpOIeC-
COB Y KOTHUTHUBHBIM CHIXKCHHEM T10 O0IIIEOPTaHNIECKO-
My tuiry. MoCA Tect: 21 6amt. 3puTeasHO-KOHCTPYK-
TUBHBIC MCIIOJIHUTEIIEHBIC HABBIKK C BBIPAKCHHBIM
cHmkeHnueM. [Ipu mpoBepke KOHIEHTpAIIMK BHUMaHUS
u cueta (cepuiinbiii cueT («oT 100 OTHSITH 7») U3 MATH
MOMBITOK omuOcs 2 pas3a. Ilpu mpoBepke BOCIPHUATHS
(TIOBTOp TpeX CIIOB «KapaHJalll, KOTeWKa, J0M») Ha3Bajl
nBa cioBa. llo 3aximrodeHnro Jroromeaa, UMEeTcs Ju3ap-
TpHS TI0 CMEIIAHHOMY THITY (TICeBIO0YIh0apHas U MOJ-
KOPKOBas) CpemHeH CTEIIeHN BBIPAKCHHOCTH, Tucharus
CPEIHEeH CTEIICHHU BBIPaXKCHHOCTH.

Oo6cyxnenue. Kimandeckas kapTuHa 3abore-
BaHUs ObUIA TIPEJCTABIICHA CHHIPOMOM HapyXHOIO
odrampMorape3a ¢ MapajddoM B30pa BBEpX, aKWHe-
TUKO-PUTHIHBIM  CHHAPOMOM,  IPOTPECCHPYIONUM
OynmB0apHBIM U TICeBIO0YTHO0APHBIM CHHAPOMAMH, II0-
CTYpaJIbHBIMUA HAPYIICHUSMHU M CUHIPOMOM KOTHUTHUB-
HBIX pacCTpoicTB. HapyiieHne BBITONHEHHUS TMTPOOBI
Ha BBISABJIICHUE JHUCIUAIOXOKWHE3a, BEPOSTHEE BCETO,
OBIJIO CBSI3aHO ¢ HAJMYHEM Y TaIlMeHTa OpaguKuHE3NH
Y MBIIIEYHON purnaHocTu. Bo3pact Havana 3a0oneBa-
HUS, XapakTepHas KIMHWYECKas KapTHHA, HEYKIOHHOE
MPOrPECCUPOBAHUE CUMIITOMOB, a Takxke JaHHbie MPT
TOJIOBHOTO MO3Ta B BHJIE NCTOHYECHUS BEHTPAIBHOH da-
CTH TOKPBIIIKU CPEAHETO MO3Ta («IIPU3HAK KOJIHOPH))
MO3BOJIMJIA YCTAHOBUTH AuarHos: «lIporpeccupyromuii
HaJBSACPHBIN mapanud (cuHapom Puuapacona)y. [Jan-
HBIM JMarHO3 YCTAaHOBIIEH C YPOBHEM JOCTOBEPHOCTH,
COOTBETCTBYIOIIIEM BEPOSITHOMY.

3akaouenne. CHHIPOM TIepeMeKaromencss Helpo-
TEeHHOW XPOMOTBI, MIPOKCUMAIIbHBIA HIDKHUH Mapanapes
MOYKHO TPaKTOBATh KaK TPOSBIEHHUE COITyTCTBYIOIIETO
3a0oneBaHuss — BTOPUYHOIO CTEHO32 MO3BOHOYHOIO
KaHaJa Ha TOSCHHYHOM YPOBHE, IO IOBOAY KOTOPOTO
NanueHT ObLT MPOONEepUPOBaH, HO, K COXaJCHHIO, Oe3
KIMHI4YeCKOTo 3dekra. OaHAKO TPAH3UTOPHOE TIOBHI-
mrenue ypoaeit KOK u Muornobuna, yrosieHue iare-
PaNBHBIX I MEWATBHBIX MBIIII] TIIA3HOTO S0JI0KA C IBYX
CTOPOH M MPU3HAKW MUHUMAJILHON KUPOBOW JieTeHepa-
MY MEAUATBHON W 3aHEH TPYIIT MBI OeIep 1o JaH-
HbiIM MPT nporuBopedar KIMHUYECKUM MPOSBICHUIM
[THII, 9To B 3HAYMTETHLHOMN CTENIEHU OOYCIOBHIIO TPYI-
HOCTH B TOCTAHOBKE IMarHo3a.

KonaukT uHTEpecoB. ABTOPHI 3asABISIIOT 00 OT-
CYTCTBHHU KOH(IIUKTa HHTEPECOB.
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