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TIpoepeccupyrowuii nadssdepuiii napanuy (ITHII) — cnopaduueckoe HeilpodeeenepamugHoe 3a00ne8anue, NPpossIsIOUeecs 2Aa3006U2amebHbLMY HAPYWeHUIMU,
DAHHUM Pa3UMUeM HOCIMYPAAbHOL HEYCIMOUMUBOCHLL U KoeHumueHoil ducyrkuyueil. Knaccuueckuii sapuanm 6oaesnu (cundpom Puuapocona) cocmasasem auutb
24% 6cex cayuaes 3a601e6anus, moeda Kax y GoAbMUHCIEA NAUUEHMO8 peaucmpupylomcs dpyeue denomunsl. B 0030pe paccMompersl KAUHUMeCKUe NPOSGAeHUS
pasauyHblx sapuarmos medenus ITHIT, ux cxodcmso u pazauyus ¢ Opyeumu H030402uHecKuMu (opmamu sKcmpanupamuorbix 3abosesanuii. Q6cyxicoaromes Hogoie
Quaerocmuueckue kpumepuy ITHIT, paspabomannsie 6 2017 2. Mexcdynapoonsim obuecmeom 6oaesnu Ilapkurcona u dsueamensibix Hapyuenuil. Ilpedcmasnersi
dsa kaunuueckux cayuas IIHIT y nayuenmos skymcKoii ImHu4eckol npUHAGAENCHOCHIU: 8 NEPEOM CAYUde UMen MECIO KAACCUMECKULl 6apuarm mevenus 3abone-
anus (cundpom Puapocona), 6o emopom — eapuanm ITHIT-napxuncorusma.

KnioueBble cioBa: npoepeccupyiouiuii Hadss0epHbiti napanud, KAuHuMeckue Gopmbl, NApKUHCOHUIM, OUARHOCMUKA, 08UAMEAbHDIC HAPYUEHUS.
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Clinical heterogeneity of progressive supranuclear palsy
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Progressive supranuclear palsy (PSP) is a sporadic neurodegenerative disease characterized by oculomotor disorders, early onset of postural instability and
cognitive dysfunction. Classic form of the disease (Richardson’s syndrome) develops only in 24% of all cases, while other phenotypes are registered in most
patients. Clinical manifestations of the various types the PSP, as well as their similarities and differences with other nosological forms of extrapyramidal disorders
are described in the current review. New diagnostic criteria of PSP developed by the International Society for the Parkinson's Disease and Movement Disorders
in 2017 are discussed. Two clinical cases of PSP in patients of Yakhut ethnic origin are presented: in the first case there was classical variant of the disease
(Richardson’s syndrome), and in the second case — a PSP-parkinsonism variant.
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CBSI3U C YBEIUYEHUEM MPOAOKUTENbHOCTH KXU3HU THOCTUKY C APYTMMU HeliponereHepanusamu: 6onaesHbio Ilap-
HaceNICHUsI HEYKIIOHHO PacTeT YHMCJIO MAIlMEHTOB C kuHcoHa (BII), mympTHcHCTeMHOM aTpodueil, meMeHIuei
HeliponereHepaTUBHBIMU 3a00JIeBaHUSIMU, KOTOPBIE ¢ TeapbuaMu JleBu, KOpTUKOOA3adbHOM HereHepalyen u ap.
BO MHOTHX CIy4yasiX COMPOBOXIAIOTCS Pa3BUTHUEM [7, 8]. D.R. Williams u coaBT. B 2005 I. BIiepBbIe BBIACIUIN
JBUTATEJIbHBIX HAPYIIEHUH C CUHAPOMOM MapKWH- kinaccuyeckuit BapuanT [THIT ¢ rmasonsuratenbHbIMU Hapy-
conusma [1-3]. Opgnako nuddepeHInaTbHAS IUATHOCTUKA UIEHUSMU, PAHHUM Pa3BUTUEM TOCTYPaJIbHON HEYCTOWYMBO-
TaHHBIX PaCCTPOMCTB, 0COOEHHO Ha PAHHUX UX CTalUSIX, BBI3bI- CTW ¥ KOTHUTUBHOM mucyHKuuel (cuHapoM PuyapacoHa) u
BaeT 3HAUYMTEJIbHbIE TPYIHOCTH BBUAY CXOACTBA KIMHUUYECKUX BapUAaHT, HAMIOMUHAIONINI Oone3Hb [TapkuHCOHa — Tak Ha-
TIPOSIBIICHUI pa3HbIX (popM matojoruu [4, 5]. spiBaeMblid [THIT-mapkuacormn3Mm [9]. [To3oHee peHoTHmIge-
ckuii cniextp ITHIT monoaHunCcs AOMOJTHUTEIbHBIMY BapyUaH-
OpHuM U3 HelipoJereHepaTUBHBIX 3a00JIeBaHUI ¢ IIMPOKOM Tamu 3a6oneBaHus [10]. Bbio mokazaHo, YTO KJIacCHUYECKMi
KJIMHUYECKON TeTEPOTEHHOCTBIO SIBJISIETCS TPOrPeCcCUpYIo- BapuaHT, onucaHHbll B 1964 1. J.C. Steele ¢ coaBT., HaOJII0-
muil HagbsaaepHbld napaany (ITHIT) [6]. TlepexpbiTre cuM- naeTcst Tonbko B 24% cnyuaeB ITHII, octanbHbBIe TTaMEHTHI
MTOMOB, aTUIIUYHBIC TPOSBICHUS YCIOXHSIOT THMATHOCTHKY ¢ [THIT nmeroT OTIMYHBIE OT «pUYapACOHOBCKOT0» BAPUAHTHI
Kak caMoro 3abojieBaHus, TaK U AU depeHInaNbHy0 a1a- TeueHus 6ose3Hu (puc. 1) [10].
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3 (18%)

4 (19%)

Puc. 1. Crpykrypa kimnnyeckux sapuanros [THII, 8 % (o [10])

1 — cunnpom Puuapncona; 2 — ITHIT ¢ nmpeoGnamaHueM ria3onBu-
ratesbHbIX HapymeHuit; 3 — TTHIT ¢ mpeobnagaHreM MoCTypaibHOR
HeycroituuBoctu; 4 — ITHII-napkunconusm; 5 — ITHII-106HO-
BucouHast jaemeHums; 6 — TIHII-kopTikoOa3aibHbIl CHHIPOM;
7 — HexaccUGUIMpyeMble TUTIBI

Fig. 1. The structure of various clinical variants of PSP, % [10]

1 — Richardson’s sgndrome; 2 — PSP with predominant oculomotor
disturbances; 3 — PSP with predominant postural instability; 4 — PSP-
parkinsonism; 5 — PSP-frontotemporal dementia; 6 — PSP-corticobasal
syndrome; 7 — non-classified types

ITHIT npunamiexut x cemeiicTBy 4R-Taymaruii, KOTOpble Xa-
PaKTEPU3YIOTCS U30BITOYHBIM HAKOIIEHUEM U30(MOPMbI TH-
nepdocHopUIMPOBAHHOTO Tay-0esKa ¢ 4 MOBTOPaMU B IOMe-
Hax MUKPOTPYOOUEK HEPOHOB U IJIMOLUTOB ¢ 00pa30BaHUEM B
HUX MaTOJIOTMYECKUX BHYTPUKIIETOYHBIX BKIIOUYEHUI — HEHPO-
(buOPWITAPHBIX KITyOKOB M HelfipormieBbix HUTel [11]. 3oHoi
nopaxenus rpu [THIT gBmsitoTcst MOCT, YepHOe BEIIECTBO, CY0-
TaJaMu4eckoe Sapo, OeaHbIN 1ap, a Takke HeoKopTekc [12].

PacnpocrpanenHocts ITHIT cocrapiser 5—6 ciyyaeB Ha
100 ThIc. HaceneHnus u mocturaeT 14,7 Ha 100 THIC. HaceIeHUS Y
qun crapie 80 ner [13, 14]. Xots 3aboneBaHue TPaAUMLIMOHHO
CUUTAETCS CIIOPAIWMICCKIM, B CBS3U C ITUPOKUM BHEAPECHIEM
B IPAKTUKY MOJEKYISIPHO-TCHETUUESCKUX METOIOB MCCIENO-
BaHMS CETONHSI MHTCHCHBHO M3yJaeTCsl TeHeTHUEeCKas OCHOBA
6one3nu. Hampumep, BeIsIBIeHA poib MyTanuii B teHe MAPT
(xoaupymolieM Tay-0eJ10K MUKpOTpYOOUYeK) B pa3BUTUH 3a00-
JieBaHus, Takxke B peakux cayyasx ¢ [THIT MoryT 6bITh accolu-
MpoBaHbl MyTauuu B reHe LRRK2 [15].

C 1996 1. B nuarHoctuke ITHIT ncrons3oBanucy KIMHUYECKIE
kputepun NINDS-SPSP [16]. B 2017 . MexXnyHapomHBIM
obuectsoM Gone3Hu [lapkuHCOHA M ABUTATENBHBIX HApYyIe-
HUll pa3paboTaHbl HOBbIE KPUTEPUM, OCHOBAHHBIE Ha KJIMHM-
YeCKUX, HepOBU3YATM3aIlIOHHEIX, 1a00paTOPHBIX U TEHETH-
yeckux nmposBneHusx — kpurepun MDS-PSP [17]. CornacHo
atuM kputepusam, ITHIT — cnopaguyeckoe 3aboneBaHue, nMpu
KOTOPOM CHMIITOMBI pa3BMBaIOTCsl B Bo3pacte 40 et u crap-
1Ie ¥ MMEIT Mporpeccupylolnee TeyeHue. s AMarHoCTUKU
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IMTHIT xnuHWyeckass KapTWHA AOJDKHA BKITIOYAThb 4 TPYIIIIBI
CUMIITOMOB: TJIa30[BUIraTe/IbHbIE HapYIIEHMs, TOCTYPaTbHYIO
HEYCTONYMBOCTh, aKWHE3MI0 M KOTHUTHBHYIO IMCGHYHKIIMIO.
K xapaxtepubiM ast [THIT rmazonBuratenbHbIM HapyHICHUSIM,
KpoMe Tape3a BepTHKAJIFHOTO B30pa 1 3aMeUICHUS BePTHKAJIb-
HBIX CaKKajl, TAKXe OTHOCHUTCS allpaKcusl OTKPbIBAaHMS IJ1a3 —
HECMOCOOHOCTh CaMOCTOSITEIbHO WHUIIMUPOBATh OTKPHITUE
BEK IOCJIE MX 3aKPHITHS IIPH OTCYTCTBHHM OJepapocmazma.

Knvnuueckas xaptuHa BapranToB ITHII 3aBucuT OT ypoBHS
nopaxeHus. Tak, B BapuaHTax 3a00/eBaHUS C JJOOHO-BUCOY-
HOU JeMeHIMel, KOPTMKODOa3aIbHBIM CHHIPOMOM M arpak-
cueil peun HabmomaeTcs Oojiee BbICOKAs KOPTUKalbHas Ia-
TOJIOTHSI, B TO BpeMsl KaK MPEeMMYILIECTBEHHOE BOBJIEUEHUE
CTBOJIOBBIX M MOIKOPKOBBIX CTPYKTYp TIPUBOIUT K PAa3BUTHIO
tunyHoi KaptuHsl [THIT ¢ yncToit akuHe3uei u moctypaiib-
HBIMU HapylieHusMu [12].

BapuaHTbI MporpeccHpyioNmero HaIbsIEPHOTO NAPATHYA

Knaccuueckuii éapuanm ITHIT (cundpom Puuapdcoma), B coOT-
BetcTBUM ¢ kputepusimu MDS-PSP, posiensiercs rnazonsura-
TeJbHBIMU HapyIIeHUsSIMH, KOTOPbIe MOTYT OBITh MpeacTaBe-
HBI B BUJIE HATbSAEPHOTO Mapaia BePTUKAIBHOTO B30pa WU
3aMeUIeHMs BEpTUKANbHBIX cakKal. [locTypaibHbie paccTpoii-
CTBa NPY JAHHOM BapHaHTe 00JIE3HM MOTYT BKJTIOUATh STTU30]IbI
CIIOHTAHHOI ITOTePH PABHOBECHUS B TEUCHHE 3 JIET TIOCTIE TTOSIB-
Jenust cumnromMatuku I[THIT 1160 onpeaensiTbes MoaoXuTe b-
HOW TOMYKOBOM Mpoboii [17]. TTapKMHCOHU3M MPU CUHIPOME
Puyapncona otimyaercsi CMMMETPUYHOCTBIO 1 MPe00IafaHt-
€M aKMHETUKO-PUTHIHOTO CHHIPOMA B aKCHAJbHON MYCKYJIa-
Type, OTCYTCTBAEM peaKLMK Ha ITperapaThl JIEBOLOIEI [6].

TTHII-napxunconusm umeet 0ojiee TPOJOIKUTEBHOE TEUCHHE
0 CPaBHEHHUIO ¢ CUHAPOMOM PuvapicoHa, B KIMHUKE MPeod-
JIafAl0T AaCUMMETPUYHBIE TIPOSBICHUSI MAPKUHCOHU3MA, BO3-
MOXHO HaJIMYMe TPEMOpPa, a TAKXKE MOJ0KUTEIbHOTO OTBETA Ha
Mpernaparsl JIEBOAOMbI, YTO CO3AAET HA PAHHUX dTamnax KIMHU-
geckoe cxonctBo ¢ BIT [9]. Omnako mpu BII Ha pa3BepHyTOI
CTaIMK XapaKTepHO pa3BUTHE JEKAPCTBEHHBIX TUCKUHE3UiA
1 GIyKTyanuil CUMIITOMATHKM, BET€TaTUBHON HEIOCTaTOY-
HOCTU U (0COOEHHO Ha (hOHE MPOTUBOMAPKMHCOHUYECKOM
Tepanuu) 3pUTeIbHBIX TalaiolnHanuii, kotopsie npu ITHII-
MapKMHCOHM3ME BBISBJISIIOTCS 3HAYUTENBHO pexe [18].

ITHII ¢ npoepeccupyrouumu 3acmul8anusmy npu xo0bbe BKITIOUEH
B aMarHoctuyeckue kputepun MDS-PSP u tpebyet, momumo
MOCTYPATbHOW HEYCTOWYMBOCTHU, HAJTMYMS BHE3AIHBIX M TIpe-
XOAAIIMX TBUTATEJbHBIX «OJOKOB» WM HApYLIEHU WHUIIMA-
LMK XOIbOBI, KOTOPBIE Pa3BMBAIOTCS B TeUeHME 3 JIeT Mocjie
nostBieHus cummromoB [THIT [17]. Oror BapuanT ITHIT xapax-
TepPU3YeTCsl OTCYTCTBUEM MBILICYHON PUTUIHOCTH M TpeMopa,
a TIperapaThl JIEBOJOTI TIPAKTUYECKU HE BAMSIOT HA MPOSIBIIE-
HUS TUTIOKUHe3uu [19].

ITHII ¢ kopmukobazanbHbiM CUHOPOMOM — CPABHUTEIBHO Pe-
KW BapUaHT, 3aTParuBaOLIWiA TPEUMYIIECTBEHHO MPpeppPOH-
TaJIbHYIO U IPEMOTOPHYIO 00J1aCT! TOJIOBHOTO Moara [§, 20].
®OeHOTUN KOPTUKO0a3aIbHOTO CHUHAPOMA XapaKTepH3yeTcst
(hoxanbHON WM CUMMETPUYHON UAEOMOTOPHOI arpakcuei,
PUTUIHOCTBIO, a TAKXE MUOKJIOHUSIMU, AUCTOHMEH, KOPKO-
BBIMM HapYIIEHUSIMU YyBCTBUTEIBHOCTU U (DEHOMEHOM «Uy-
Xoii pyku» [21]. Moryt HabmomaThess KOTHUTUBHBIE HapyIIIe-
HUsI 110 TUITY JIOOHOW T€MEHIMU C PACCTPONCTBOM JTUYHOCTH,
MOBEACHYECKUMU HAPYUICHUSMHU, CHWXEHUEM BHUMAHUS
u 1.4. [5]. dns ycranoBnenust guarHo3a ITHIT ¢ koptuko0a-
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3aJIbHBIM CUHAPOMOM, cornacHo Kputepusm MDS-PSP, ne-
00X0IMMO HalWyue MO KpallHel Mepe OIHOTrO0 U3 KOPKOBBIX
(ampakcus, KOPTUKAIBHBIN CEHCOPHBIA ne@uuuT, (heHOMEH
«4yXOW PYKM») U MOTOPHBIX IPU3HAKOB (PUTUIHOCTh, aKu-
He3usl, MUOKIIOHYC) [17].

ITHII ¢ npeumyuiecmeerHo 100HbIMU NPOSBACHUAMU TUATHOCTH-
pyeTcs IPY HAMYUH Y TTAIIECHTOB ITOBEACHIECKHX U IMIHOCT-
HBIX HapyIIeHWH, KOTOpble MOTYT YKa3bIBaThb Ha YaCTUYHOE
nepekphITUe 3a001€BaHUS C TOOHO-BUCOYHOI IeMEeHIInei [22].
OTOT BUI OEMEHLUM XapaKTepU3YeTCsl PacTOPMOXEHHOCTBIO,
KOMITYJIbCUBHBIM WJIM CTEPEOTUITHBIM MOBEAECHUEM, amaTueid,
M3MEHEHMEM MHUIIEBOTO MOBEICHNSI, KOTHUTUBHBIMU HApYIIIe-
HUSMM 10 TU3PETYISITOPHOMY TUITY, yTPAaTOi IMOLIMOHATBHOTO
KOHTaKTa, KOTOPEIE B KOHEYHOM MTOTE TIPUBOISIT K MYTU3MY 1
MOJIHOM colMabHOM u3onsauuu [23]. KinuHuveckuit heHOTUIT
ITHIT ¢ 106HBIMU MPOSIBIEHUSMU MOXET OBbITh aCCOLIMUPOBAH
¢ maronorueii B rene MAPT u cocrasisieT okosio 35% Bcex ciy-
YaeB KIIMHUYECKY OMpPeessIeMOro CUHAPOMa JIOOHO-BUCOYHOMI
nemeniyy [24]. ITo panueiM uccnenosanus L. Donker Kaat
u coapt. (2007), 20% maumenrtoB ¢ ITHII xapaxrepusyrorcs
npeobJagaHueM B KIMHMYECKON KapTHHE MOBEAEHYECKUX U
KOTHUTHBHBIX PACCTPOMCTB, YTO IMPUBOAUT K OIIMOOYHOMY
JIMATHO3Y IOOHO-BUCOYHOM WM IPYTOd MEPBUYHON AeMEHIIUU
[25]. MaumenTs! ¢ saHHBIM BapranToM ITHIT nMeror 6onee mo-
JIOMIOM BO3pacT Ae010Ta, HO IIPOrpeccUpoBaHue 3a00eBaHKE He
OTJIMYAETCS OT KJIACCUUECKOH ero opMBI [25].

ITHII ¢ npeobaadanuem peuesvix Hapyuienuii, COTITACHO KPHUTe-
pussim MDS-PSP, otHocutcs k BepositHoit 4R-Taymatum (ITHIT
WY JTOOHOBUCOYHAST IEMEHIINS) W TIPOSIBIISICTCS COYCTAaHMEM
IJ1a30IBUTATEIbHBIX HAPYIICHHIA C arpaMMaTHIeCKIM BapUaH-
TOM MEPBUYHON Nporpeccupyoleil ahasuu Ui ¢ Mporpeccu-
pyrolueii anpaxkcueit peunt [17].

B otnenbHble BapuaHThl ITHIT Takxe BbiaeneHbl (DEHOTUIBI ¢
npeobaadanuem 2na3008UAMeNbHbIX HAPYUleHUll W NOCMYpanb-
HOIl Heyemoiiuugocmu, KOTopble 0XBaTbiBaloT 7% u 18% ciyyaeB
ITHIT cootBetctBeHHO [10, 26]. OnHako B Kputepuu MDS-
PSP ne Obimn BximoueHsl BapuaHThl [THIT ¢ mepBuyHbIM 00-
KoBbIM cKiiepozoM u TTHIT ¢ Mo3xeukoBoii aTtakcueil BBUIY
OTCYTCTBUS YOSANUTEIbHOM KITMHUKO-MOP(HOIOTMIECKON BepH-
(ukamyu, «pazmbiBaHus» pasanunii Mexay [THIT u 6onesHbro
IBUTATeIbHOTO HelipoHa mmu Mexay ITHIT u mymerucucreM-
HOIi aTpocdueii B cayyae BKIIOUYEHUs B KiacCU(UKALIMIO yKa-
3aHHBIX aTUITMYHBIX BapraHTOB [17].

Kmnmyeckue npumepsi

[MpuBomum nBa cobcTBEeHHBIX KMHUYeckux mpumepa ITHIT y
MalyeHToB, HaOmomaBmuxcs B LleHTpe 3KcTpanupaMUIHBIX
pacCTpOiCTB U OOTYIMHOTEpANUU KIMHUKM MeIuirHCKOro
nHctutyta CeBepo-BocTouHoro (emepanbHOro yHUBEpPCUTETA
um. M.K. AmMMocoBa.

Iayuenm H., Mmyxuuna, 60 JieT, IKyT, 00paTHiCs B COMPOBOX-
TEHUH KEHHI C KaJT0o0aMy Ha JacThle, MPaKTUICCKH eXCIHEB-
Hble TajeHMs (MamaeT IOoce HECKONbKUX HEJNOBKUX ILAroB
Ha3al, 0cO0EHHO B HavaJie ABMKEHNUS ), 3aMeIJICHHOCTh JIBUKE-
HUIA, HEBO3MOXHOCTb OTKPbITh [71a3a [OCJIE IPOM3BOJILHOIO MX
3aKPBITUS, 3aMEJICHHOCTh PEYH, TIOBBIIIEHHYIO 3a0bIBYNBOCTD
1 3aTI0PBI 10 3—4 ITHEI.

W3 anamnesa n3BeCTHO, YTO B BO3pacTe 56 JIET CTAT OTMEYATh
001IyI0 3aMeJIEHHOCTb MPY BHIMOJTHEHUM PA3NUYHBIX [BU-
keHuit. Yepes ron 100aBUIIMCH HAPYIIEHMS PABHOBECHS: TIPH
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Puc. 2. MPT ronosHoro Mo3ra namuenta H. B caruTTajibHO# MpoeKnn
B T1-pexume: «CHMITOM KOJTHOPH»

CrpeikaMu yKa3aH XapaKTepHBII BUJ BOTHYTON MOBEPXHOCTU BEPX-
HEel 4acTu aTpohUIHOTO CPETHETO MO3Ta, HATOMUHAIOIINI TPOGBILTH
TOJIOBBI 1 KJTIOBA KOJIMOpPH (CIpaBa)

Fig. 2. Mid-sagittal T1-weigted MRI images of the patient N.:
«hummingbird symptom»

The characteristic view of concavity of the top side of the atrophic midbrain
is pointed by arrows. It is visualized as a cut-out of hummingbird’s head
and nib (at the right)

TIOTIBITKE HayaTh ABMXEHHE CTal MagaTh, Aejias HECKOJIbKO
I1aroB Hazal. B cBsI3U ¢ 3TUM CTa TOIb30BaThCS TPOCTHIO. 32
MEIULIMHCKOM ToMOIIbIo He obpamancsa. Crycts 2 roga mpu-
COEIIMHMIACh HEBO3MOXHOCTh OTKPBHITHS TJ1a3 MOCJe MPOU3-
BOJIBHOTO X 3aKPBITHS, TJ1a3a OTKPHIBAIOTCS CIIOHTAHHO Yepe3
10—20 muH. Koppurupyomux xectoB HeT. [TocTeneHHO oTMe-
YaJI yXyAIIeHUe COCTOSHIS B BUIEC HAPACTAHMUS 3aMeIICHHOCTH,
yyalieHus nageHuit (MOXeT rajgaTh, U Ha Ta0ypeTKe), U3-3a
YEeTO B HACTOSIIIEE BPEMSI TIePEIBUTAeTCs TOIBKO C UCTIONB30Ba-
HUEM JIBLKHBIX MaoK. CaMOCTOSATEIbHO XOAUT 3a MPOAYKTaMU
B Maras3uH, JejlaeT JIeTKylo paboty rmo gomMy. HacneactBeHHOCTD
HE OTSTOINCHA, Y POMUTENICH IBUTAaTeIbHBIC HAPYIIeHNS He OT-
MeJaucCh, yMEPJIM B ITOKUIOM Bo3pacTe (MaTh — OT OCJOXHe-
HUIA caxapHOro Anabera, MpUYMHA CMEPTH OTIIA HEM3BECTHA).
MmeeT Tpoux 3M0pOBBIX IETEi, Y CECTPhl — caxapHbIii AHA0ET.
PaGoran BoguteseM, BpeqHbIe IPUBBIYKY OTPUIIAET.

B Hesponoeuueckom cmamyce: co3HaHue SICHOE, B KOHTAKT BCTY-
TIaeT XOPOIo, 0OOHSIHIE COXPAHEHO, 3paUyKH paBHBIE, (POTOpE-
akiyst xkuBast. OTMeyaeTcsl orpaHMYeHUe B30pa BBEPX, alpak-
CHUSI OTKPHIBAHUS BEK, THUIIOMUMHMS JIMIA, PEIKOe MUTAHHE,
TOJIOXKUTENbHBIE PedICKCH OpaJbHOIO aBTOMAaTh3Ma. MEI-
IICYHBIN TOHYC YMEPEHHO MOBBIIIECH IT0 MIACTIHYECKOMY THITY,
D>S, runepToHyc B aKCHaTBHON MYCKYIaType; pedIeKCH ¢ pyK
1 HOT OXUBJIeHBI, D>S; TpeMopa HeT; BBIBISETCS YMEPEHHO
BBIpaXeHHAs] TUTIOKMHE3MS ¢ 00CHX CTOPOH, TOTIKOBAs MPO-
0a MoJI0XKMTEIbHAS; BCTAET HE C TIEPBOIA MOMBITKH, TTOXOIKa Ha
IIMPOKO PACCTABJIEHHBIX HOTAaX, HEYBEPEHHAs; 11032 COTOEH-
Hasl; OpTOCTaTHyecKas mpoda OTpHUIIaTeIbHASL.

ITo pesynpratam nposeneHHOrOo TecTa 3-KT BEIIBICHBI YMEpEH-
HbIe KOTHUTUBHBIE HAPYIIEHHUS [0 AU3PETYIATOPHOMY THITY.

Ha MPT ronoBHoro mo3ra obHapy:XeHbl TIpU3HAKU IUCIIMP-
KYJIATOPHOM 3HIIe(aTOIaTHH 110 TUITY TIePUBEHTPUKYISIPHOTO
JIeWK0apeo3a, eAMHUYHBIX COCYIMCTBIX 0YAroB, a TAKXE aTpo-
(bus cpenHero Mo3ra — «CUMIITOM KOJIMOpU» (puc. 2).

VYuuThiBas npeBanupoBaHUE B KIMHUYECKON KapTUHE IMOCTY-
PaIbHBIX HapyIlIeHUH, HaJTMYKMe BEPTUKAJIBHOTO Tape3a B3opa,
aTnpakCUy OTKPBIBAHUS BeK, CUMMETPUYHOTO CHHApPOMA Iap-
KMHCOHM3Ma U M3MeHeHuit Ha MPT, ObL1 BhICTaBIeH AMarHo3:
IMTHIT (cmampom Puyapmcona) ¢ BEIpaXXeHHBIMHU MOCTYpajib-
HbIMU HAapyLIEHUSIMU, CUMMETPUUECKUM MApKUHCOHU3MOM,
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aTipakcheil OTKPBIBAHMSI BEK, aHTEKOJIMCOM, YMEPCHHBIMHU
KOTHUTHBHBIMH PacCTPOMCTBAMU IO TU3PETYISTOPHOMY THITY.

HasHauenwe mpemapata JIeBOOOIIBI/KApOUIOIBl C THTpPALIUCH
1036l 10 750/75 Mr/cyT He TPMBEIO K IOJOXUTEIbHOMY (-

dexry.

Hayuenm M., myxuuHa, 70 J1eT, KyT, Hauaao 60Ie3HU B 65 1T
C 3aMCIUICHHOCTH IBVDKCHMI B MPaBBIX KOHEYHOCTSX, ITOCIE
Yero B TeYeHUe rojia MPUCOSTUHMICS TPEMOP MOKOS B MPaBoOi
pyke. bbin BoicTaBneH nuarHo3 bII, HasHavyeH mupubeausn B
no3e 150 mr/cyt ¢ nonoxuteabHbiM 3 dexkToM. Ha MPT ro-
JIOBHOTO MO3ra — 0e3 matojioruu. Yepes 2 rona mossBUINCH 3a-
MEIJIEHHOCTh B JIEBBIX KOHEYHOCTSIX, INApKaromiasi ITOXOMIKa,
cyrynocth. K jeyeHuio nobaBieHa JieBOMOIA/Kapoumomna ¢
TUTpaiyeit 1031 10 750/75 Mr/CyT, C XOpOIIUM KITMHUYECKUM
adexrom. Briepsrie odpatuica B Lientp Ha 3-M roay 6os1e3HU
B CBSI3M CO CHIDXCHHEM IPONOIKUTEIEHOCTH 3(QeKTa IpH-
HUMaeMbIX TIpemapartoB. [Ipu ocMoTpe ompemensuiuch IBY-
CTOPOHHMI TAapKWHCOHW3M, OOJIbIIE BHIPAXKCHHEINM CIIpaBa,
C TPEMOPOM TIOKOS B IIPABOI KWCTH ITI0 THITY «CYeTa MOHET»,
HIapKaromas Moxojika, COr0eHHasl IMo3a, peTpOIyJIbCUsl TPU
TOTYKOBOI Tpode. Takke ompemensics Mape3 BepTUKAILHOTO
B30pa, OoJIbIIe BREPX (pHuC. 3).

JlnarHo3 ocTaB/eH MPeXHUM, PEKOMEHIOBAHO Pa3ieIuTh IPK-
€M JIEBOJIOIBI/KapOUIONbl Ha 5—6 MpHeMOB, MUPUOEIUT 3a-

Puc. 3. [nazonsurare/ibHble HApymeHus y nauenta M.
A — B30p BBepx; B — B3op npsimo; C — B30op BHU3

Fig. 3. Oculomotor disorders in patient M.
A —eyes up; B — eyes straight forward; C — eyes down
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MEHEeH Ha IpaMuIIeKcon B 1o3e 3 mr/cyT. Ha dhone Koppekim
JIeYeHUS 0011Iee COCTOSIHUE YITYYIIMIOCh.

Peskoe mporpeccupyioriee yXyaieHue COCTOSHUS HacTyIu-
JIo Ha 4-M Tomy 0OJIe3HH, KOTIa MalMeHT TepecTal 0TMeYaTh
JIeliCTBUE IIpenapaToB, HAPOCIM 3aMeIJIEHHOCTb, PUTUIHOCTD B
KOHEYHOCTSIX, TOSIBUIIACh HEBO3MOXHOCTh OTKPBITH I71a3a IMo-
CJIe UX 3aKPBITHS, 3HAYUTEIBHO YXYILIMIACH XOAb0a, YCUITIICT
HAKJIOH TYJIOBUILA BIIEPE.

B Hesponoeuueckom cmamyce: GoH HACTPOCHUSI CHIDKEHHBIN,
3aMeJJIeH1e BePTUKAIbHBIX M TOPU3OHTAIBHBIX CaKKal ¢ (huK-
caumeil B3opa, Iape3 BepTUKAIBHOTO B30pa BBEpX M BHMU3,
anpakcusi OTKphIBaHUS BeK. JIMIO TMMTOMUMUYHOE, POT MOJIY-
OTKDBIT, TIOJIOKUTEbHBIE CUMIITOMBI OPaJIbHOTO aBTOMAaTU3Ma
(Mapunecky—PanoBuuu, XOOOTKOBBII), MBIIICYHBI TOHYC
3HAYUTENBHO TIOBBIIEH TI0 TTACTMYECKOMY THUIY 0e3 achM-
METPHM CTOPOH, TMIIEPTOHYC B aKCUATBHON MYCKYJIAType, BbI-
paxeHHasl OJTUTrOOPaIMKUHE3MS B KOHEYHOCTSIX, TPEMOpPA HET.
IonoxurenbHas TOMYKOBas MPoOa, YaCThIe MANEHUS, MUKPO-
0a3us, 3acThIBaHUS MpU xoAbbe. OpTocTaTUyecKast nmpooda oT-
puLaTenbHasl.

IMo pesynsratam KorHuTHBHOTO TecTa 3-KT BBIIBICHHI yMe-
pEHHBIC KOTHUTUBHBIC PACCTPOICTBA IO IU3PETYISITOPHOMY
THITY.

Ha nosropHoM MPT ronoBHOro mMosra BbISIBIEHBI TIPU3HAKU
aTpoduu cpeqHero Mo3ra (puc. 4).

Ha ocHoBaHMyM Hayasa 3a00J1€BaHNsI C CAMIITOMOB, XapaKkTep-
Heix 1151 BI1, KoTopeie pe3ko ycunumich Ha 4-M romy 3a00e-
BAHUSI C Pa3BUTUEM TOJNEPAHTHOCTH K MPOTUBOMAPKMHCOHU-
YeCKUM TIperiapaTaM, HaJlMuusl B HEBPOJOTMYECKOM CTaTyce
I[71230[IBUTATEIbHBIX HAPYIIEHWIA, IUarHO3 ObUT MEPECMOTPEH
B mosb3y ITHIT (ITHIT-nmapkunconusm). HazHaueHue mpena-
PaTOB aMaHTAIMHA ¢ TUTpalMeii 103kl 10 600 Mr/cyT, a Takxe
TPEXKOMIIOHEHTHOTO Mpernapara JieBofona/kapouaona/sHra-
KalloH He MPUHECIo KIMHImIecKoro a¢dekra. [TamueHT mpo-
JI0JIXAeT IPKMEM JICBOAOIbI/KapOuaorbl B 1o3e 750/75 Mr/cyT.

Puc. 4. MPT rosioBHOro Mo3ra naimuenta V. B cCaruTTaJIbHOI MPOEKIN
B T1-pexume: onpenensercs arpodus cpeaHero Mo3ra («CHMITOM KOJIH-
Opu», CTPEJKH)

Fig. 4. Mid-sagittal Tl-weiﬁted MRI images of the patient M.: atrophy of
the midbrain (<hummingbird symptom», arrows)



HAYYHbII 0B30P

Takum oOpazom, ITHII moxer nebGroTHpoBaTh MO «MacKOI»
pa3nuuHBIX HelipoaereHepaumii, BKiodas bIl, 1o6Ho-BucoY-
HBIe TEMEHIINM, KOPTUKO0A3IbHYIO TEeTeHEePaIio 1 T.0., 9TO
3aTpynHsIeT TuddepeHIMaNbHy0 TUarHOCTUKY 3a00IeBaHuUS.
B nocneaHeM onmMcaHHOM KJIMHUYECKOM TIPUMEpe TIOTpeOoBa-
Joch 4 roma, 4to0bl yeraHoBuTh AuarHo3 ITHIT y manuenTa ¢
nebrotoM 3aboneBaHus no tumy bII. B auarHoctuike 3abone-
BaHMS HEOIIEHUMA POJIb HeMPOBU3YaTM3aIIOHHBIX UCCIIEI0BA-
Huit. [Tpu [THIT, ocobenHo npu cunapome PuyapncoHa, BbIsiB-
JsieTcs xapaktepHas KaptuHa MPT — atpodust cpenHero Mo3ra

CHucoK TuTepaTyphl

1. Wnnapuomkun C.H., Bracenko A.TI., ®enorosa E.10. CoBpeMeHHbBIE BO3-
MOXHOCTH MAEHTU(UKALIMH JaTeHTHO! CTaiMU HEpOIereHepaTBHOTO MPo-
uecca. AHHaAbl KAuHU4ecKol u sKcnepumenmansioii Hegponoeuu. 2013; 2: 39—50.
2. Gitler A.D., Dhillon P., Shorter J. Neurodegenerative disease: models, mech-
anisms, and a new hope. Dis Model Mech 2017; 10: 499—502. DOI: 10.1242/
dmm.030205. PMID: 28468935.

3. Dalvi A. Parkinsonism. Dis Mon 2012; 58: 690—707. DOI: 10.1016/j.dis-
amonth.2012.08.010. PMID: 23149522.

4. Carreiro A., Mendonga A., de Carvalho M., Madeira S.C. Integrative bio-
marker discovery in neurodegenerative diseases. Wiley Interdiscip Rev Syst Biol
Med 2015; 7: 357—379. DOI: 10.1002/wsbm.1310. PMID: 26136395.

5. Hopouuna O.b., Adranac JI.U., [loponuna K.C. [ereporeHHOCTh KIMHU-
YeCcKUX MPOSIBICHUN U OGMOMapKephbl aTUITMYHOTO TApKUHCOHU3Ma. Hepghbie
6oaesnu 2017; (2): 35-39.

6. Morris H.R., Gibb G., Katzenschlager R. et al. Pathological, clinical and ge-
netic heterogeneity in progressive supranuclear palsy. Brain 2002; 125: 969—975.
PMID: 11960887.

7. Ionomapes B.B. HeiiponereHeparuBHbie 3a6oaeBanus. CI16.: 000 «M3-
natenbetBo @onmumanty; 2013: 200 c.

8. ®enorosa E.10., Yeuetknn A.O., iBanosa-CmoneHckas U.A., Uiiapuon-
kuH C.H. Cryyaii mporpeccipyoiiero HaabsepHOTo Mapanya ¢ KOpTHKOOa-
3aJIbHBIM CUHIPOMOM. Hepsnbie 6oaesnu 2009; (2): 38—43.

9. Williams D.R., De Silva R., Paviour D.C. et al. Characteristics of two dis-
tinct clinical phenotypes in pathologically proven progressive supranuclear palsy:
Richardson’s syndrome and PSP-parkinsonism. Brain 2005; 128: 1247—1258.
DOI: 10.1093/brain/awh488. PMID: 15788542.

10. Respondek G., Stamelou M., Kurz C. et al. The phenotypic spectrum of
progressive supranuclear palsy: A retrospective multicenter study of 100 defi-
nite cases. Mov Disord 2014; 29: 1758—1766. DOI: 10.1002/mds.26054. PMID:
25370486.

11. Irwin D.J. Tauopathies as clinicopathological entities. Parkinsonism Relat
D6isord 2016; 22: S29-S33. DOIL: 10.1016/j.parkreldis.2015.09.020. PMID
26382841.

12. Dickson D.W., Ahmed Z., Algom A.A. et al. Neuropathology of variants
of progressive supranuclear palsy. Curr Opin Neurol 2010; 23: 394—400. DOI:
10.1097/WCO.0b013e32833be924. PMID: 20610990.

13. Kawashima M., Miyake M., Kusumi M. et al. Prevalence of progressive
supranuclear palsy in Yonago, Japan. Mov Disord 2004; 19: 1239—1240. DOI:
10.1002/mds.20149. PMID: 15390010.

14. Schrag A., Ben-Shlomo Y., Quinn N.P. Prevalence of progressive supranu-
clear palsy and multiple system atrophy: a cross-sectional study. Lancet 1999;
354: 1771-1775. PMID: 10577638.

15. Im S.Y., Kim Y.E., Kim Y.J. Genetics of progressive supranuclear palsy. J
Mov Disord 2015; 8: 122—129. DOI: 10.14802/jmd.15033. PMID: 26413239.

16. Litvan 1., Agid Y., Calne D. et al. Clinical research criteria for the diagnosis of
progressive supranuclear palsy (Steele-Richardson-Olszewski syndrome): Report
of the NINDS-SPSP International Workshop. Neurology 1996; 47: 1-9. DOLI:
10.1212/WNL.47.1.1. PMID: 8710059.

17. Hoglinger G.U., Respondek G., Stamelou M. et al. Clinical diagnosis of pro-
gressive supranuclear palsy: The movement disorder society criteria. Mov Disord
2017; 32: 853—864. DOI: 10.1002/mds.26987. PMID: 28467028.

18. Williams D.R., Lees A.J. What features improve the accuracy of the clinical
diagnosis of progressive supranuclear palsy-parkinsonism (PSP-P)? Mov Disord
2010; 25: 357-362. DOI: 10.1002/mds.22977. PMID: 20108379.

19. Williams D.R., Holton J.L., Strand C. et al. Pathological tau burden and dis-
tribution distinguishes progressive supranuclear palsy-parkinsonism from Rich-
ardson’s syndrome. Brain 2007; 130: 1566—1576. DOI: 10.1093/brain/awm104.
PMID: 17525140.

20. Armstrong M.J. Progressive supranuclear palsy: an update. Curr Neurol Neu-
rosci Rep 2018; 18: 12. DOI: 10.1007/s11910-018-0819-5. PMID: 29455271.
21. Grijalvo-Perez A.M., Litvan I. Corticobasal degeneration. Semin Neurol
2014; 34: 160—173. DOI: 10.1055/s-0034-1381734. PMID: 24963675.

22. Josephs K.A., Petersen R.C., Knopman D.S. et al. Clinicopathologic anal-
ysis of frontotemporal and corticobasal degenerations and PSP. Neurology 2006;

37

KnuHuyeckas reteporeHHoCTb NPOrpeccHpytoLLEero HaabAAEPHOro napanuya

C XapaKTEePHBIMU «00pa3HBIMI» (peHOMEHAMHU (CUMIITOMBI «KO-
JIMOpU», «IIMHIBMHA» HA CAaTUTTAIbHBIX pa3pe3ax M «CUMIITOM
Muxkkun Mayca» — Ha akcuanbHbix) [20]. Mcrons3oBaHue HO-
BBIX IuarHoctuueckux kputepueB MDS-PSP, a Taxke 3HaHue
KIMHUYECKOM KapTUHBI Pa3TMYHBIX BapUAaHTOB 3a00NIeBaHMUS
MOTYT CIIOCOOCTBOBAaTb PaHHEH U CBOEBPEMEHHOM TMarHOCTH -
ke ITHII.
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