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KIMHUYECKU PA3BOP

TpynHocTu nuddepeH1InaabHON
TVATrHOCTUKU MIPOrPECCUPYIOLLIETO
HaIbsIICPHOrO apajanda
1 0oJie3Hu [lapkuHcoHa

P.B. Marxanos, A.W. Iasnerosa, P.A. Ubaryimun, B.®. Tynuk, P.O. apucosa, K.3. BaxTusaposa

bawikupckuii 2ocydapcmeerHblii MeOUYUHCKUI yHUBEpCUmen,
Pecnybnuxancias kaunuveckas boavruua um. II Kysamosa (Ypa)

TIpoepeccupyrowuii Hadesidepuuiii napaauy (ITHIT) — masxcenoe HeiipodezenepamusHoe 3a604eeanue no30He20 603pacma, XapaKmepusyiouieecs: GbipajiceHHbiM
KAUHUMECKUM ROAUMOPGUIMOM U CYUecmBo8anuem paziuyHblx peromunos. Jugdeperyuanvias ouaenocmuxa ITHIT u 60ae3nu [apkuncona (bII) na npakmuke
BbI3bIBAEH 3HAYUMEbHbIE CAONICHOCTL, 0CO0eHHO 6 debome 3ab01esanus. B cmambe npedcmasieno Habadenue amunuunoeo cayuas ITHII, xapakmepusyroujeeo-
€S CUMMEMPUYHBIM 18000NA-Pe3UCIEHMHbLM CUHOPOMOM RAPKUHCOHU3MA, PAHHUMU NOCIYPAALHBIMU PACCIMPOTICMEAMU U HA0BAO0CPHbLMU 2Aa3008U2aMeAbHbIMU
HapywieHusMU (nape3s eepmukanvhoeo 630pa), MPT-npusnakamu ampoguu cpedreeo mosea, @ maxaice paoom CO4emarHbIX KAUHUMECKUX CUMIIMOMO8, CXOOHbIX C
nposienenusmu BII lemanuzupyemes aneopumm oughgpepenyuansioii duaewocmuku ITHIT u BII, npednoxcena Haubosee adexeamuas Qopmyauposka ouaznosa

0151 3M020 U CXOOHDIX C1YHAeB HelipoOe2eHepamuHol namoouy.

KnioueBbie ci10Ba: TApKMHCOHU3M, TIPOTPECCUPYIONINE HAIbSACPHBII Tapainy,
6oe3Hb [TapkuHcoHa, nuddepeHInanbHast TMarHoCTUKA.

nddepeHMaTbHAs IMaTHOCTHKA HelipojereHepa-

TUBHBIX 3200JIEBaHUI, COTIPOBOXKIAIONINXCS TBUTA-

TeIbHBIMU PacCTpOiicTBaMM, IpPEeACTaBseT coboit

CEepbe3HyI0 MpobJIEeMy B CHJIY CXONCTBA KJIMHUYE-

CKOM KapTHHBI MHOTHX (DOPM, IIPOTPECCHPYIONIETO
TeueHUs ITUX 3a00JIeBaHMIA M HATMYHKSA psAaa O0LIUX (haKTOpOB
pucka (Bo3pacT, TIOTeHIMaIbHbIE HEMPOTOKCUHBI, HEKOTOPHIE
obue reHeTndeckue daxkTopsl u mp.) [1-3]. Ocobbie Tpya-
HOCTHM BO3HMKAIOT NP pa3rpaHUYEeHNN TAKUX HO30JIOTUH, KakK
6one3np I[Napkuacona (BII) u 3aboeBaHUil W3 IPYIIIBI ATH-
MUYHOTO MapKUHCOHU3MA — TPOTPeCCUPYIOIIUI Haabsiaep-
Hbiid mapanuy (ITHIT), myasTucucremMHas atpodusi, KOPTUKO-
0azabHas IereHepaius u ap.

ITHIT (cunampom Ctuna—Pudyapacona—OnbIeBCKOro) — CIio-
pamuyeckoe HelipojereHepaTMBHOE 3a00JieBaHUE IO3IHETO
BO3pacTa, ISl KOTOPOTO B THUIMYHBIX CIyJasX XapaKTepHBHI:
HaIbsIePHOE HapYILIEHUE TBMXKEHUIA I71a3 (0COOEHHO XapaKTe-
PEH TTape3 B3opa BHU3), TUCTOHMIECKAst pPUTUTHOCTh aKCHAITb-
HBIX MBIIIII (CBOeOOpa3Hast «TopaeBas OCaHKa»), OCTypaslb-
HbIe HapylIeHWs, TICeBIOOYIB0ApHBI CHHAPOM M IEeMEHIIHS
[4, 5]. [Tpu mpoBeieHUM MarHUTHO-PE30HAHCHOM TOMOTpapuu
(MPT) y Takux mauueHTOB MOXHO BU3YaTM3UPOBATh aTPO(PUIO
CPEIHETO MO3Ta ¢ pacHIMPEeHHEM MEXHOXKOBOIN IUCTEPHHI 1
III xenymouka, caruTTanbHbIN pa3Mep CPEIHETO MO3ra COCTaB-
JiseT 00BIYHO MeHee 16 MM [6].

ITHIT Bctpeuaetcs ¢ yactotoit okono 5 Ha 100 000 HaceneHust
M COCTaBIISIET OKOJIO 5% BCeX CiyyaeB IapKMHCOHU3MA B I10-
nyasaimu [7]. HeliponereHepatusHblii npouece mpu ITHII 3a-
TparuBaeT MOKPHIIIKY CPETHETO MO3Ta, YePHYIO CyOCTAHIIMIO,
OJIeIHBI IIap, KpacHOe U cyOTaTaMuueckoe sapa. [icTomoru-
YeCKM B KJIETKaX 3THX CTPYKTYp MO3Ta BBHIABIAIOT Tay-COHep-
Xaiue HelipouOpuLIspHble KIyOKM, a caMo 3abojieBaHUe
OoTHOCUTCA K Taynatusm [8§—10].
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ITpu mocranoBke nuarHosa ITHII Ha mpoTsokeHuMu pspa jer
mmpoko npumeHstorces kpurepuu NINDS-SPSP [11]. Ongna-
KO B TIOCJIeIHEE BpeMs ObUT TIOKA3aH 3HAYMTENbHBIA (PEHOTH-
nuyeckuil monaumopcdusm ITHIT ¢ BeieseHueM HECKONBKUX
CaMOCTOSATEIFHBEIX ¥ 3aMETHO OTIMYAIONIMXCS IPYT OT Ipyra
KIMHUYECKUX BapuaHTOB 3aboyeBaHud — ¢deHoTUn Puuapn-
coHa (xmaccuyeckuil BapuanT ITHII, omucaHHBIA BbIlIE),
MapKUHCOHUYECKMIA THIT, U30JMPOBaHHAS TMITOKMHE3MSI C 3a-
CTBIBAHUSIMU TIPH XO[Ib0€, KOPTUKOOA3AIbHBINA CUHIPOM, TIep-
BUYHas Tporpeccupyiomas adasus [10, 12—14]. TpymHOCTB
JIMaTHOCTUKM, 0COOEHHO Ha HauyaJIbHBIX CTaIMsIX 3a00J1€BaHus,
a TaKxke Hu3Kast 3pHeKTUBHOCTD JTeUeH!sT IPOTUBOTIAPKIUHCO-
HUYECKUMHU TIperapaTaMu sIBJISIIOTCS BaXXKHBIMU ITPOOJIeMaMH,
CBSI3aHHBIMU C BefeHreM 00bHbIX ¢ [THII.

BIT apnsiercs nanbonee kauHnudecku oauszkum K ITHIT Helipo-
JeTeHepaTUBHBIM 3a0oneBaHeM. K OCHOBHBIM TIPOSIBICHISIM
BII, xaKk M3BeCTHO, OTHOCSIT TMITIOKMHE3UI0, TPEMOp TIOKOS,
MBILIEYHYIO PUTMAHOCTD U TOCTYPaJbHYIO HEYCTOMYMBOCTb.
g nuardHoctuku bII kiMHMYecKue HEBPOJIOTU IKMPOKO UC-
MOJIb3YIOT TMAarHOCTUYECKUE KpUuTepuu baHKa roJoBHOTO MO3-
ra obmectsa bIT Benvkobputanum [15].

Ncxons u3 pazpaboTaHHBIX HA CETOAHSINHUA JIEeHb AWMAarHO-
ctrueckux Kputepues, paznuuus [THIT u BIT npu ux tunumy-
HBIX MPOSIBACHUSX MOBOJbHO O4YeBUAHB. Ho Ha mpakTuke
JAJIeKO He BCerja yaaeTcsl JOCTOBEPHO IpoBecTu auddepeH-
LUAJTbHBIA TUarHO3 MEXIY 3TUMU HO30J0TMYeCKUMU (hopMa-
MH ITApKUHCOHM3MA, YTO 0COOEHHO 3aMETHO MPU HEOOBIYHOM
TeYeHUM 3a00J1eBaHUI WM TIPU Pa3BUTUU peIKUX (HEHOTUIIOB
ITHIT u BII. Cnenyet nomuepKHyTh, YTO, HECMOTPSI HA HAJIK-
qyre TIPEATOXEHHBIX MEXIYHAPOIHBIM HAyYHBIM COOOIIECTBOM
CriePUIECKUX AUATHOCTUYECKUX KPUTEPUEB, JOCTOBEpHAsS
muartHoctuka ITHIT n BIT Bo3MoxkHa uiib mpu matoMopdosto-
TUYECKOM MCCJIeI0BAHUH.
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[puBonuM omucaHue KIMHHYECKOTO CIydasi, XapaKTepu3sylo-
nierocs coyetanueM npusHakos [THIT u BIT.

Tayuenmxa M., 75 net, xutenbHula YOI, MOCTYNKUIa B HEB-
poJiorrueckoe oTneneHne PecryOnMKaHCKON KIMHMYECKOM
0OJIBHMIIBI € Xa7100aMU Ha 4yacThle MajJeHusl Ha3al, 3aTpyaHe-
HUS TIpY TTOABEME M3 TIOJIOXKCHHUS JIeXa B MOJTOXKEHUS CUIS 1
CTOSI, CKOBAaHHOCTh, MEUTHTEIBHOCTh, U3MEHEHNE pedn (To-
JIOC CTaJl TUIIIE), TOMEPXMBAHKE MPU MTpUeMe MUY, 00MIbHOE
CITIOHOTEYEHNE, YACTHIE MO3BIBEI K MOYCHCITYCKAHWIO, STTH30IbI
HeJepKaHUsI MOYH.

Co CII0B MaMEHTKH, TIEPBBIC TPOSIBICHNS 3a00JICBaHMS 3aMETH-
Jia 4 Tofia Haza; CTaIo TSLKEJIO XOMUTb, «BIBOPAYUBAIMCH HOTH»,
TOSIBWJICH 3aTPYIHEHUsI TIPY BHITOJTHEHIH MEJTKMX JBIKCHUIA
PYKaMU; CITYCTSI HECKOJIBKO MECSLIEB TPUCOSAMHIINCD STHU30IbI
TIaICHUH, HAPYIIEHWS ey, TJIOTAaHMS, Hayala XOIUTb TOJBKO C
TpOCThIO. Jleunnach CTaMOHAPHO ¢ AMarHo3oM «boJse3Hb [lap-
KWHCOHa». B manbHelem Habmoaanach y HeBposiora — Celu-
amiCTa TI0 TBHMTATENbHBIM paccTpoiicTBam. IIpuHMMaa mpemna-
patel: 2013 . — neBomona 750 Mr B ieHb B 3 IpreMa, MUpUOeanI
200 mr B fieHb B 3 mprieMa, amaHTanuHa cyabgdar 300 Mr B 1eHb
B 3 mpuema; 2014 . — neBomona 1325 Mr B cyTKH B 4 mpreMa (KoM-
OWHALIUSI IBYX- Y TPEXKOMITOHEHTHOTO TIPETIapaToB), MPUOEIIIT
B IIpeXHEH J03e, mpaMuTieKcon 1,5 MT B IeHb B 3 mpueMa. Dd-
(bexT OT MpenapaToB He HAOMOAANCS.

AHamHe3 XH3HM. 00pa30oBaHUE BhICIIEE, pabOTana HayalbHU-
KoM oTfena. 3amyxeM, aeteit HeT. MuBamuna 2-# rpynmsl. Crpa-
JlaeT TMIIEPTOHNYECKOI Oose3HbI0 0KoJ10 20 1eT. Hacnencteen-
HBII aHAMHE3 He OTSTOILEH.

Hesponorueckuii cratye. Oproctatuyeckasi npooa: jexa AJl —
130/80 mMm pr. cT., ctost — 110/70 MM pT. CT., UTO CBUAETENb-
CTBYET 00 YMEPEHHOI BereTaTUBHOM HexocTaToyHOCTH. [imo-
MUMMSI, MAaCKOOOpa3Hoe JIMIIO, POT MPHOTKPHIT. JIUI0 cuMMe-
TPUYHOE, TTape3 B30pa BBEPX, JIETKMI ITape3 B30pa BHU3, TPEMOP
sI3bIKa, OTpaHWYeHKE 00beMa IBIKEHUIA 13bIKa. CUMIITOM «KY-
KOJIBHBIX [71a3». [unodonus, nucdarus, 113apTpusi, 0OUIbHOE
cmoHoTteyeHue. [loTouHblil pedaeke cHuXeH. Bri3biBaloTcs
X000TKOBBII peduiekc u pediekc MapuHecky—PanoBuun. Bbi-
paxeHHas! pUTHIHOCTb MBI 1. [1o3a «mpocutensi», XomuT
C OIOpOIi Ha TPOCTh, TUIIOKMHE3MSI, axeipokuHe3. M3 momo-
KEHUS JIeXa BCTaeT, iepXach 3a TIopydyHH KpoBaty. [1ape3os B
KOHEYHOCTSIX HeT. MBILIIeUHBI! TOHYC B pyKax CHIKEH, B HO-
rax — cJieTKa MOBBIIIEH Mo riactudeckomy tumy. CoxpaHsercst
XOpoIlias aMIUTUTYIa IBMXKEHUIA B T€CTaX MOCTYKUBAHUS O0Jb-
UM ¥ yKa3aTeJbHBIM TalbllaMi, CXMMAHUSI U Pa3KUMaHUS
KyJIaka, neKpeMeHTa HeT. Pednekchl ¢ pyk oxupieHsl, D>S,
¢ Hor — xwuBble, D=S. [laTonornyeckux pedaekcos HeT. Bbi-
paXeHHasI II0CTypaibHasl HEYCTOMYMBOCTD C SIM30JaMU CIIOH-
TaHHBIX TageHuit. [lanblieHOCOBYIO TIPOOY BBITIOMHSET TOYHO,
0e3 MHTEHIIMOHHOTO TpeMopa. KorHuTuBHOE 00C/IeI0BaHHUE:
cymma o mkane MMSE — 23 Gania, 4To COOTBETCTBYET Jie-
MEHIIMY JIETKOM CTeTIeH! BBIPaXKeHHOCTH.

JlaHHble 10NOJHUTEIHBIX 00 Ie10BAHMI

OO6muMit 1 OMOXMMUYECKUI aHaIM3 KPOBM, KOaryjiorpamma,
aHaJIM3 MOYM — 0€3 CYIIECTBEHHBIX OTKIOHEHU I OT HOPMBI.

9KTI: cunycoas Taxukapaus (100 yn/MuH), MHOXECTBEHHbIE
KEJTYIOYKOBEIC SKCTPACHCTOJIBI.

Dxokaparorpadus: COKpaTUTeIbHasE CIIOCOOHOCTD JIEBOTO Xe-
JIyIIOYKa YIOBJIETBOPUTEbHASA, Gpakius Beiopoca 63%, nua-
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MporpeccupytowLMit HambSAEPHLIA Napanuy 1 60ne3Hb MapKHCOHa

cToMyecKast (PyHKIMS JIEBOTO XKeNynouKa HapylieHa mo 1-My
THITY, a0pTa YIJIOTHEHA. YIUIOTHEHNE (MOPO3HOTO KOJblA U
CTBOPOK MUTpAJbHOTO KJalaHa C y4acTKaMM KaJblMHO3a U
perypruraiueii, yrioTHeHre GuOPO3HOro KoJblia U CTBOPOK
A0PTAJIbHOTO KJIaTaHa ¢ perypruTamuei.

JlynnekcHoe CKaHMpOBaHWE BETBEW IYrM aopThl: aTepo-
CKJIEPOTUYECKUIl CTEHO3 MpaBoii 00IIelt COHHON apTepuu —
30—35%, newoit o0mmeit connoit aprepun — 20—25%, neBoii
BHYTpeHHe# coHHoit aprepun — 30—35%; nedopmanus mo-
3BOHOYHBIX apTEPUH.

CrimpomeTpust: 63 CYIECTBEHHOM MaToIOTHH.

OBt ymepeHHO BbIpaxeHHble nubby3HbIE U3MEHEHUST OUO-
MOTEHIIMAJIOB TOJIOBHOTO MO3Ta 0e3 0YaroBBIX 3HAKOB U IIPH-
3HAKOB MEXITONYLIAPHON acCUMMETpUM PUTMOB. JuchyHKIMSA
CPEIMHHO-CTBOJIOBBIX 00pa30BaHUIA.

MPT ronosHoro mo3ra (2014 r.): B 0eoM BellecTBe OOJIBILIMX
TOJYIIAPHiA — MHOXECTBO MEJIKMX 0YaroB, MPeUMYIIECTBEHHO
M0 XOmy cocymoB. ATpodust MozoucToro Tena. JuddepeH-
UaluUs Ha cepoe U Oenoe BelecTBO CHUXeHa. [lepuBacky-
JIIpHBIC TIPOCTPAHCTBA pacIIMpeHbl. Keaymoukud Mo3ra pac-
HIMpeHbl. BOKOBBIE XeNTymouKM CHMMETPHYHEI, JIEHK0apeos.
KonBekcuranpHoe cydapaxHOMIATBHOE IIPOCTPAHCTBO 0O0JIh-
HIMX MOJIYIIApUi U MO3Xe4Ka BhIPAXEHHO PaclIMpeHo, Tpe-
MUMYIIECTBEHHO B MeI00a3aIbHBIX OTIEIaX BUCOUHBIX JTOJICH.
ATrpoduueckiie U3MEHEHHS CPEIHEr0 MO3ra C paclIMpeHHeM
MEXHOXKOBOM IIUCTEPHBI.

KoHcynbranus noromnena: HapyleHHe CIOXHOTO TeHesa (Iu-
3apTpusi, MOTOPHO-MHeCTUYecKast nucdass).

KoHcynbralyss OTONApMHTOJIOTa; Tape3 JIeBOM IMOJOBUHBI
TOpTaHMU.

KoHcynbranus ncuxosora: u3MeHeHUe MCUXMYECKUX MPOLIeC-
COB I10 OPTaHUYECKOMY TUITY BbIpaxKeHHOM CTeNeH! (AMHECTH -
KO-OpaaudpeHuyecKuii BApUaHT).

Bo Bpems HaxoxXaeHus B CTal[MOHApe ObIIO MPOIOIKEHO Jieue-
HI€ TIPOTHBOIAPKMHCOHMIECKUMI TIperapaTaMi (JIeBOIOII,
MPaMHUIIEKCOJ, aMaHTaliHA CYIb(aT — CM. BBIIE), OIHAKO 32
JIIBE HeJIENH TePAITIK MONOXUTETFHOM TMHAMUKY B COCTOSTHUM
MALMEHTKH BHISBIEHO HE OBLIO.

Takum oOpa3zoM, B KJIMHUYECKOH KapTuHE Y 00JbHOM Hab10-
JaeTcss CUMMETPUYHBIN CHHAPOM TapKWHCOHU3MA (aKMHE-
TUKO-pUTUIHAS (hOpMa) U OTCYTCTBUE UYBCTBUTEIBHOCTH K
npenapatam Jesogomnbl. s ITHIT cuMmMeTpryHOCTD TPOSIB-
JICHWI ¥ OTCYTCTBUE PEaKINK Ha TIpeTrapaThl ICBOIOIIBI SIBIIS-
I0TCSl KPUTEPUSMM TIOATBEPXICHUS MUarHo3a. BripaxkeHHas
MOCTYpabHas HEYCTONYMBOCTD C YACTHIMH ITaflcHUSIMM Ha3a
MOSIBUJIACH Y TTALIMEHTKM Ha TIEPBOM TOIy 3a00JIeBaHMs, UTO,
cornacHo kputepusiMm NINDS-SPSP, takxe monTBepxmaer
nmmardos [THII.

C nmpyroii CTOPOHBI, 1032 «IIPOCUTENISI», KOTOpask HaOI0AaeTCst
y GonbHOI, Oosee xapaktepHa mng bII, Torna xak mpu ITHIT
Yalle BBISBISAETCS CUMIITOM <«TOPAEIMBON OCaHKW», CBSI3aH-
HBIi ¢ pPUTMIHOCTBIO AKCUATBHOM MYCKYJIATYpHI [4].

HapyieHue BepTHKaIbHOIO B30pa CUMTAETCS OMHUM U3 TJIaB-
HBIX 3JIeMeHTOB KiuHu4ecKoi kaptunsl [THII [5]. ¥ nanueHt-
KU BBISIBJISIIOTCS TIape3 B30pa BBEPX U JIETKMIA Iape3 B30pa BHU3,
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HOCSILIME HAObSAEPHBIA xapakTep (IOCIemHee IOATBEPXIa-
€T CHMIITOM «KYKOJIbHBIX IJIa3»). Ilape3 B3opa BHU3 SIBISIETCS
naTorHoMoHMYHbIM mpu3HakoM [THII, B To BpeMs Kak mape3
B30pa BBEpX MeHee crelr@uyeH U MOXeT HabaoaaThes Mpu
IPYIUX 3KCTPATMPAMUTHEBIX 3a00JIeBaHUIX, B TOM YHCIIE TIPU
BIT [5, 12].

HaGnromaemple 'y 0OONBbHOM IMPOSIBIEHUS TICEBAOOYIBOAPHO-
ro cuHapoMa (aucdarusi, auzapTpusi, AUchHoHuUs, pedaeKchl
OpaJIBHOTO aBTOMAaTU3Ma) TUMMYHBL A1 kiauHuku [THIT [8, 9].
CHIXCHHBIN TOHYC B BEPXHUX KOHEYHOCTSX M JOCTaTOYHas
aMIUTUTyla JBWXeHWi (0e3 JeKpeMeHTa) B JMHAMUYECKMX
TecTax He xapaktepHbl Wi BII, Ho MoryT HaGmogaTbes Mpu
ITHII. ITpu npoBeneHun HelpoBU3YyaIU3alMKi OTMEYEHA Kap-
THHA aTpoduu cpeaHero Mosra, TunuuHas st [THIT [16].
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Challenges with the differential diagnosis of progressive supranuclear palsy and Parkinson's disease
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Progressive supranuclear palsy (PSP) is a severe old-age neu-
rodegenerative disease that is characterized by pronounced
clinical polymorphism and has different phenotypes. Prac-
tical differential diagnosis of PSP and Parkinson’s disease
(PD) presents significant challenge, especially in onset of the
disease. We report an atypical case of PSP characterized by
symmetric levodopa-resistant parkinsonian syndrome, early

postural instability, supranuclear oculomotor disorders (verti-
cal gaze palsy), MR signs of midbrain atrophy, and a number
of overlapping clinical symptoms similar with the manifesta-
tions of PD. A detailed algorithm of differential diagnosis of
PSP and PD as well as a more adequate diagnostic formula-
tion are proposed for this and similar cases of neurodegener-
ative pathology.
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