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Pesrome

B cmamve npeocmasnensvt 06a knunuueckux HabnooeHus nayueumos 51 u 57 nem, npoxicusarouux 6 3HOeMU4HbIX
10 K1euwegoMmy dHYehanumy pecuonax, y Komopvix Ou@gepenyuanviviil OUacHo3 Mexicoy Npocpeccupyioujum Haob-
s0epuvim napanuyem (ITHII) u kpaiine peokum NAPKUHCOHUYECKUM BAPUAHMOM XPOHUUECKO20 KILeuje6020 dHyeda-
auma (XK3) evizéan pso mpyoHocmet. B 0oboux ciyyasx Habnooaniacs KIUHUYECKds KapmuHa Npocpeccupyone2o
CUMMEMPUUHO20 T1e8000NA-PEe3UCNEHMHO020 NAPKUHCOHUIMA C 8EPIMUKATbHBIM NAPE3OM 830pd, HAPYUEeHUeM KOSHU-
THUBHBIX YIPAGIAIOWUX DYHKYULL, CUMNIMOMAMU NOPAdICEHUS. TOOHBIX 00ell, (POKANbHOU OUConUuel; 8 0OHOM CIy-
uae — pamHee NosieNeHUe NOCIYPALIbHBIX HAPYUIEHUTL, Yo cOOMeemcmeyem ouazHo3y «gepoamuuiii [IHII». B nonv3y
napkuxconuyeckozo eapuarnma XK ceudemenvcmeosanu omcymemeue neeamusuzayuu anmumen IgG k supycy kie-
1Wes020 IHYyedharuma ¢ Kposu 6 meueHue HeCKONbKUX e, UHMPAMeKalbHbll OTUSOKIOHAIbHBIL CUHME3 AHMUmeln
V O0O0HOU NAayueHmKu, Omcymcmeue MunudHblX Helposu3yaIu3ayuoHHulx npusnaxkoe IIHII, omcpouennvlil 0ebrom
3abonesanus nocie ykyca kaewja. Qocysxcoaromes mpyoHocmu OUASHOCHUKU U 803MONCHbIE MEXAHUZMbL NATO2eHe-
3a nepguyHo-npocpeduenmuozo XKD, a maxaice cxodrcecmv KIUHUYECKOU u namomopgponozureckou kapmunwl I11THII,
Jlemapauieckoeo Hyedanuma IKoHOMO U NOCMIHYEDAIUMuIecKo20 NApKUHCOHUSMA.

KnroueBble cTOBa: XPOHMYECKHH KICIMICBOH 3HIE(ANINT, MPOrpecCHPyIOMIA HAABSIICPHBIA Mapanud, map-
KUHCOHM3M, 1 depeHnnanbHas IMarHoCTuKa, KIMHUYECKast KapTHHA
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DIFFICULTIES IN DIFFERENTIAL DIAGNOSIS OF CHRONIC TICK-BORNE ENCEPHALITIS AND
PROGRESSIVE SUPRANUCLEAR PALSY

Nuzhnyi E.P, Fedotova E.Yu., Moskalenko A.N., Illarioshkin S.N.
Research Center of Neurology, Moscow, Russia

Abstract

The article presents two clinical cases of 51 and 57-year-old patients living in regions endemic for tick-borne en-
cephalitis in which the differential diagnosis between progressive supranuclear palsy (PSP) and the extremely rare
parkinsonian variant of chronic tick-borne encephalitis (CTBE) resulted in a diagnostic challenge. In both cases there
was a clinical presentation of progressive symmetric levodopa-resistant parkinsonism with vertical gaze palsy, cogni-
tive impairment of the executive type, frontal lobe signs, focal dystonia and in one case — early onset of postural in-
stability, which corresponds to the diagnosis of probable PSP. The parkinsonian variant of CTBE was supported by the
lack of tick-borne encephalitis virus IgG-antibodies negativity in the blood for several years, intrathecal oligoclonal
antibody synthesis in one patient, the absence of typical neuroimaging signs of PSP, and delayed disease onset after a
tick bite. Difficulties in diagnosis and possible mechanisms of the pathogenesis of primary progressive CTBE, as well
as the similarity of the clinical and pathomorphological presentation of PSP, von Economo encephalitis lethargica,
and postencephalitic parkinsonism are discussed.
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Coxpawenua: BKD — Bupyc knemeBoro sHueda-
muta; KD — knemesoit sunedanut; [THIT — nporpec-
cupyromuil HaapsaaepHelid napanud; [1I1 — nocranne-
(danuTryeckuii mapkuHCOHM3M; XKD — XpoHHYeCKuit
KJICILEBOM SHIE(auT.

Xporndeckuit kienieBor 3umedamut (XKD3) mpen-
CTaBJIsICT OOJBIIYIO MPOOIIEMY ISl SHIEMUYHBIX PEruo-
HOB Poccun. Ero amarHoctrka B OOJBITMHCTBE CITydacB
HE BBI3BIBACT 3aTPYJHEHUI U OCHOBBIBAETCSI Ha JMHUIE-
MHUOJIOTUYECKUX JaHHBIX, HAJIWYWAU TPENIIeCTBYIOIIE-
IO OCTPOro MEpHO/a, CEPOTIOTMYECKUX HCCIEIOBAHMAX
1 KJTACCHYECKON KIMHUYECKOW KapTHHE (THIEePKUHETH-
YeCKUH, aMHOTPOGHUECKUI CHHAPOMBI, KO)KEBHUKOBCKAsI
snmierncus). B ciiydasx OTCYyTCTBHSI OCTPOTO TE€pHOIA
(mepBuuHO-niporpeaneHTHbIn XKD) u/nnnm arunmu4Horo
TedeHus 3a0oneBaHus auarHoctuka XKD moxer mpen-
CTaBIISITh 3HAUUTENbHBIE TPYIHOCTH BBHJYy OTCYTCTBUS
YETKHUX JTUArHOCTHYECKUX KPUTEPHEB.

[IpeacraBnsgeM KIMHWYECKHE HAOIIOACHUS IBYX
MAIMEHTOB, y KOTOPBIX AnuddepeHnnansapii 1uarnos
MeX1y NepBUYHO-TporpenueHTHbIM XKD u arunmd-
HBIM MTapKUHCOHMU3MOM (ITPOTPECCUPYIOIINM HaTbAIEP-
HbIM napanudom, [THIT) BeI3Ban psag cnoxHocTel.

[Tarment K., 51 rox (Tromenckast obnacts), 06cienoBan
nBaxel B 2017 1 2018 rr. Yryc xirema B 2002 1. (0e3 cum-
MITOMOB), TIPOBOAIMJIACH MPO(HIAKTHKA KJIEIIEBOTO JHIIE-
(ayura (KD) venoBedeckrM uMMyHOIIOOyIHHOM. B 110-
CIIEITyIOIe TONBI PErysIpHO BakImHHpoBasics oT KD,
nocieHss BakiuHams — B ¢epaie 2016 1. B ananmmzax
KpoBU — mioBbImenne TUTpoB IgG xk BKD, nunamuka an-
tuten — 20162018 rr: 1:1600-1:1600-1:1244-1:800—
1:800-1:1294-1:800—-1:800; anturema IgM (20162018
IT.) HE BRISBIUIACH. AHTHTENa K OopperusM (1gG, IgM) ne
BBISIBJICHEI. JIFoMOasbHas IyHKIIMS HE TPOBOIMIIACE BBUTY
KaTeropu4eckoro oTkasa rnareHra.

B suBape 2016 1. (uepe3 14 neT mocie ykyca Kie-
111a) TOSBHJIOCH TBOCHHUE MPEIMETOB, HEMPOU3BOJILHOE
cmbikanue Bek. C mas 2016 1. — mporpeccupyromine
CMa3aHHOCTb U HEYETKOCTh PEUH, THEBHAS! COHJINBOCTD,
nosieieHne monepxuBanuil. C 3umbl 2018 . — BBIpa-
JKEHHas 3aMEIJIEHHOCTh JBM)KEHUH, pedb CTajla Majo-
pazbopuuBoii. C mapra 2018 r. oT™Medanmocs mporpec-
CUpYIOIIEE CHIDKEHUE MaMATH, PEYEeBOH aKTHBHOCTH,
0e3pIHNIIMaTUBHOCTH. [lpreM mpemnapaToB I1€BOIOIIBI
MpUBOOMI K ycuieHuto Onedapocnasma, 0e3 addek-
Ta Ha aBUrarenpHble GyHKIMH. MPT romoBHOro Mo3sra
(2018 r.): HerpyOoe pacimmpeHue cyOapaxHOUIAIbHBIX
MIPOCTPAHCTB TEMEHHO-3aTHUIOUHBIX JIOJICH.

B neeponozuueckom cmamyce ONpPENENsINCh JBY-
CTOPOHHUI omedapocmasm, TJIa30/IBUTaTEIIHHBIC
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HapylIeHus (BepTUKAIbHBIN HAXbSICPHBIN TTape3 B30pa,
mmapes B30pa BIIEBO, JETKOE PACXOASIIEecs KOCOTIa3ne),
MAPKUHCOHU3M (OJMIOKHHE3Us TIPU BBITIOJHCHUU J[BU-
raTelbHBIX MPo0 0e3 MeKpeMeHTa CKOPOCTH W aMILTH-
Ty/bl, 0011ast OpaUKUHE3Msl, BEIPAKCHHAS THIIOMUMUS,
MOBBIIIICHWE TOHYCA MBIIII] TI0 TUTACTHYECKOMY THITY
B KOHEYHOCTSX (IPEUMYIICCTBEHHO B MPOKCHMAIbHBIX
oTJenax) U B aKCHAIbHOW MYCKyJaType, BhIpakKeHHas
JIUCTIPOCOAMSI C TMATWIIATHEH U AXOIalUei, CUMITTOMBI
MTOpaKEHUsT JIOOHBIX IOJeH (XBaraTreiabHBIE PEeQIICKCHI
U pedIeKchl OpaJIbHOTO aBTOMAaTU3Ma C JIByX CTOPOH,
AMHU30/bl HACHIIBCTBEHHOTO CMeXa), HapyIIeHNsT KOTHU-
TUBHBIX YHIPaBISIFOIUX (YHKIUN, anatus. OTCyTCTBO-
BaJIM TIape3bl, TUITOTPO(HS MBI, TPEMOP TTOKOS, MO3-
JKEUKOBBIE, TA30BbIC U MIOCTYPAJIbHBIC HAPYIICHUSI.

CornacHO IUArHOCTHYECKUM KpuTepusMm [1] Obur
YCTaHOBJICH JTUarHo3 «BeposSTHBIN NpOTpecCUpyrOInit
HAIbAIEPHBIA TTapanny, TApKHHCOHMYECKUN BapHAHT.
[IpoBomuiiock JneueHHE aMaHTaIMHOM, MEMaHTHHOM,
MPUMEHSJINCh HWHBEKIUN OOTYJHMHHYECKOTO TOKCHHA
B MBIIIIIIBI JIUIA, YTO IPUBEJIO K YMEHbIIIEHHUO Onedapo-
cra3Ma, He3HaYUTEIbHO YMEHBINIACh OpauKNHE3US.

[Mamuentka T., 57 ner (Pecnybnuka Komu), oGce-
nmosana B 2020 . Bakuuauposana ot KD B 2005 . Ykyc
kiema B mae 2016 r., npodunakTuka He MPOBOIMIACE.
C asrycra 2016 . MOSBHJIOCH HACHIHCTBEHHOE CTH-
OaHMe TMasbIIeB JICBOW CTOIBI, IIATKOCTh MPH XOibOe.
ITocrenenHo HapacTajid HEYyCTOWYHMBOCTh, 3aMEJJICH-
HOCTh jaBrokeHUi. C nexadpst 2016 T. — CKOBaHHOCTh
B TIPaBOH pyKe, MOYEPK CTajl MEIKHUM, TOSBUINCH 3a-
cteiBanus npu xoapOe. C 2018 r. BOHUKIM HaleHHS.
C 2020 1. oT™Me"aeT yxynamieHue pedn U moxoaku. MPT
rojgoBHoro mo3ra (2018, 2019 rr.): eguHUYHbBIE OYaru
COCYIHCTOTO TeHe3a (MUKPOAHTHOIIATH) B JIOOHBIX JT0-
nax. AHann3 kpoBH Ha antutena k BKD or 2019 r: IgG
233,3 ME/mn, [gM — =e BoisBieHBI;, oT utoisd 2020 r.:
IgG 259,1 ME/mn, IgM — He BbISBICHBI. AHTHTENA
k Ooppemmsim (IgG, IgM) B kpoBH HE BEISBIICHB.

B nesponozuueckom cmamyce: cozHaHue sICHOE; yMe-
pEHHBIE KOTHUTHUBHBIC HApPYIIEHUS TPEUMYIIECTBEHHO
CO CHW)KCHUEM YNpaBSomux (QyHKIuUH. JIBrkeHUs
TIa3HBIX S0JIOK CIeTKa OTPaHUYEeHBI BBEPX, 3aMe/IICHNE
Y HapyIICHUE WHUIMAIIUY BEPTHKAJILHBIX CaKkkaJl. [ umno-
MHUMUS, pEIKOe MHTaHHe. YMepeHHas ITu3apTpoQoHus,
nerkas nucdarus. Pedekcbl opaibHOro aBTOMaTu3Ma.
Onr301bl HACWIBCTBEHHOTO IuTada W cMmexa. llapeszos
Y THITOTPO( I MBI HET. MBIIICYHBIN TOHYC YMEPEHHO
TIOBBIIICH TT0 IJIACTHYECKOMY THITY B PyKax, B HOTax —
BBIpaXCHHAsT PUTUHOCTh U maparoHuu. [ybokue pe-
(hIIeKCHI C PYK M KOJIEHHBIE O)KUBJICHBI C PACIIpEHUEM
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pePIEKCOTEHHBIX 30H, aXWJUIOBBI PEeQIEeKChl KHBBIC,
CUMMETpUUYHbIE. BblpakeHHas rumnokuuesus, D > S.
Tpemopa mokos HeT. [laTonornueckne KUCTEBbIE 3HAKU
¢ ABYX cTOpOH. J{ncTOHMS B BUe CruOaHMs NaJbLeB Jie-
BOHM CTOIBI. BeIpaxkeHHBbIE MOCTYypAJIbHBIE HAPYLICHUS,
perportynbcun 0e3 caMOCTOSTEIbHOTO BOCCTAHOBICHHS
B TOTUKOBOH mpoGe. [Ipu xonpbe axeipoxunes, D > S,
MHUKp00asus, apKaHbe, 3aCTbIBAHUS ITPH TOBOPOTAX.

[IpoBenena momOanbHast MyHKIMS, B aHAIN3€E JINKBO-
pa: unTo3, OENOK M TIIIOKO3a B HOPME, aHTUTENa K BU-
pycy knemieBoro suiedanura (BKD) (IgG, IgM, UDA)
HE BBIABJICHBI, OOHApyXeH cIa0OBBIPAKEHHBIN (eau-
HUYHBIE TOJIOCHI) MHTPATEKAJIBHBIA OJUTOKJIOHATIHHBIN
cuHTe3 B JukBope (2-if Tum). B kpoBu — IgG x BKD
B TuTpe 1:800 (MDA), IgM He oGHapyKeHBI.

[TanmenTke ObIT ycTaHOBIIEH AuarHo3 «BeposTHbIi
[IPOrPECCUPYIOIUI HABSIACPHBIN Napainy, MApKUHCO-
HUYECKHUI BApUaAHT», Ha3HAYCHNUE JIeBOIObI 10 800 Mr/
CYT INPHUBENIO K HE3HAYUTEIHbHOMY YIIYUIIEHHIO TOXO[-
Ku. PekoMeHIOBaH NOBTOPHBIH HMMYHOXMMHUYECKUI
aHaJIN3 KPOBU U JINKBOPA B IWHAMUKE JIJIS1 UCKITIOUCHHS
JIO)KHOTIONIOKUTEIIBHBIX PE3YJIbTATOB.

Oocyxnenue. KO — BupycHas TpaHCMHCCHBHAs
MPUPOAHO-04aroBasi MHQEKLUs, Uil KOTOPOH B psne
CIIy4aeB XapaKTEPHO XPOHUYECKOe (TIPOTPEIUCHTHOE)
teuenue. Ilox XxpoHu3zauuei KiiemeBoro sHueannTa mo-
HUMAIOT MOABJIEHNE HOBBIX CHMIITOMOB, OTCYTCTBYIOIINX
B OCTPOM IIE€PUOJIE, MJIM OTUYETIMBOE HApacTaHWE CUMIITO-
MOB, OCTaBIIMXCS Tocie ocTporo mnepuona. [lo pazHsim
nanubM, XKD pazsuBaercs y 1-3% nHQUIMPOBaHHBIX.
Knaccuyecknmu 1 HamOoniee W3y4YeHHBIMH KIMHHYE-
ckuMu popmamu XKD SIBISIOTCS THHEPKHUHETHYECKAs
(KOYKEeBHUKOBCKAsI DIWIETICHUS, MHOKIJIOHYC-3THJIIETICHS,
TUIIEPKUHE3BI U JIp.) U aMHuOTpoduueckas (TIOJIMOMHUEIH-
Trdeckuit cunapom, BAC-cunpom u nip.).

Bozoymutenem KO sBusercs PHK-comepskamtuii
BUpYC cemeiictBa Flaviviridae. Boripoc o maroreHese
XKD u MexaHn3Max XpOHHM3allMd BO MHOTOM OCTaeTCs
OTKPBITBIM. HekoTopble ucciieoBaTeNld CYUTAIOT, YTO
MIPOTrPECCUPOBAHUE CBSA3aHO C HEMOCPEICTBEHHOH Iep-
CUCTEHIUEN U KU3HEACITEIIBHOCTHIO BUPYCa B HEPBHOM
TKaHu [2]. B moaTBepKaeHUE NaHHOW TMIIOTE3bI MOJY-
YeHbI AaHHble 00 oOHapyxeHnn BKD B mMosre mabopa-
TOPHBIX >KUBOTHBIX, a Takxke Bbyienenue PHK Bupyca
M3 TKaHW MO3Ta M KIJIETOK KPOBU EAMHWYHBIX MaIMeH-
toB ¢ XKD, uto ynaercs penko. Jpyrue nccienosarenn
MIPHUJIEP’KUBAIOTCST  ayTOMMMYHHOW THITOTE€3Bl XPOHH-
3alUK, 0COOGHHO B CllyyaX KIMHUYECKOH KapTHHBI 3a-
OoJieBaHMs, THITMYHOW JUIsl JICTCHEPATHBHBIX OOJIe3HEH
[3]. [Tpu XKD B HepBHOW TKaHU NPEOOIANAIOT JIereHe-
partuBHO-IUCTpoUIECKHe U3MEHEHHS IPU MUHUMAIIb-
HBIX TMPOSIBICHUSX BOCHAJIMTENBHBIX PEaKUUi, HanOo-
Jiee 3HAYMMble M3MEHEHHUSI JIOKAJTH3YIOTCS B 0a3alibHBIX
W KpacHBIX sfpax, TajaMmycax, YepHOW CyOcCTaHIHH,
B AJpax YEpemHbIX HEPBOB W MO3KEUKA, HIDKHUX OJIH-
Bax, MEPEJHUX U OOKOBBIX POrax CIMHHOTO Mo3ra [4].

BonpmmHCTBO 3apyOeXHBIX HCClIeOBaTeNe mMmos-
yepkuBaroT, yTo XKD He BcTpeuaeTcst Ha TEpPUTOPUU
EBporbel, 9TO CBS3BIBAIOT C OCOOEHHOCTSMH PAacIpo-
cTpaHeHus pa3nuyuHbIX mTaMMoB BKD (namsHeBocTOuU-
HBIH B cudupckuii) [5].

20

XKD MoxeT pa3BHBAaThCS Kak HEMOCPEICTBEHHOE
MIPOAOJKEHHE OCTPOTo IMEpHosa, a TAKKEe CITYCTs Me-
CAIBI-TOIBI TIOCTIE OCTPOTO Tepuona (xponmzarms KO
BO3MOXKHa 4epe3 5—15 jer m mozxke), Ipu pa3BUTUH
CUMIITOMOB 0€3 OCTPOro Tepuoja TOBOPAT O TMEPBHY-
HO-TIporpeareHTHOM XKO.

Huarnoctuka XKD He mpencraBisieT TPyTHOCTEH,
KOTIa UMEIOT MECTO THIWYHBIC CHHAPOMBI, Pa3BUBIIU-
ecs ToClieé OCTPOTO IEPHO/a, B OCTAIBHBIX CIIydasx
MOCTAHOBKA JIOCTOBEPHOI'O JHAarHO3a MOXKET OBbITh 3a-
TPYIHUTEIHHOW, 0COOEHHO B ClTydae TIEpBUYHO-TIPOTPE-
JUEHTHOTO TEUEHUSI.

NmvmyHonornuecknumu Mapkepamu XKD sBusieTcs
nepcuctennus [gM k BKD Gonee 1 roga ot okoHUaHUS
OCTPOTO TIEPUOJIA, YTO BBISBISAETCS, OJHAKO, JAJTIEKO HE
y Bcex manueHToB ¢ XKDO. Crnenuduyeckue anTurena
knacca IgG x BKD B cimyuae BBI3IOpOBIEHUS TIPaKTH-
YECKHU HE olpeienstoTes uepes 2—3 roga. [lpu xponuye-
CKOM TEUeHHUH 3a00JIeBaHUs YPOBEHb AaHTUTEN OCTAETCS
Ha OJTHOM YPOBHE, HE MMeEsl TEHJEHIUHN K CHIKEHHIO,
v nioBeimaercd [4]. [Ipu MPT moryTt o6HapyxuBaThest
Kak arpouyeckre U3MEHEHHs TOJIOBHOTO W CIIMHHOTO
Mo3ra (IPEeNMYIIECTBEHHO JOOHBIX W BUCOYHBIX JIOJIEH,
MO3K€YKa U TMPOJOITOBaTOro MoO3ra), Tak M O4aroBbIe
W3MEHEHWsI, UMEIOIINE CXOJCTBA C JEMHUETHHU3UPYIO-
UM npoueccoM [6, 7]. B psaae cnyuaeB XKD npu Hei-
pOBU3yaIM3AITIH TIATOJIOTHH HEe 0OHAPYKUBAIOT [§].

CuHIpOM MapKUHCOHU3MA SBIACTCS M3BECTHBIM, HO
KpaitHe peakum nposiiieauemM XKD, TpyaaocT B 0630pe
JOCTYIHOM JINTEPATypPHI 110 TAHHOW TeMaTHKe 00yCIIoBIIe-
HBI TIPEAETHHO MaJIbIM KOJIMYECTBOM OIHCAHHM, a TAKKE
niepuogom uzyuenus (1940—-1980-e rr.), koraa BUpycoio-
THYECKUI MEeTOJ] OBUT TPYIOEMOK M HETOCTATOYHO JIOCTO-
BepeH, a JlaiiM-60ppeninos, mpu KOTOPOM TaKKe OMHCaHO
pa3BUTHE TAPKUHCOHNU3MA, €IIle HEN3BECTEH.

B pasnpIXx kinaccupukauusax cpead Npodux ¢Gopm
XKD BpIIENsAeTCS aMHUOCTAaTHUECKUH CHHIPOM (CHH-
JIPOM MapKuHCOHU3Ma) 60 XKD ¢ mapkHHCOHH3MOM
OTHOCAT K TpymIe «apyrue penkue popmen» [9]. Ham
HE YZIaloCh BCTPETUTH MOIPOOHBIC ONMCAHHS KITMHUYE-
CKOM KapTHHBI TapKUHCOHM3Ma ITpu XKD B oTeueCcTBEH-
HOW JIMTEpaType.

ITo xapakrepy TeueHHs (HaJIHMYUE OCTPOTO MEpHoaa
¢ oTcpoueHHOM XxpoHu3zanueii) kK XKD Haubonee 0130k
JETAPTUISCKUA (AMUACMUYECKUI) dHIEepaauT — dSH-
nedanur JxoHomo (D), anUaeMEsT KOTOPOTO HAOI0-
manack ¢ 1915 mo 1925 1. Beyen 3a maHmeMueil rpummna
(«ucnanka»). Bo30Oynurens DD Tak u He ObUT UACHTH-
(burmpoBaH, HEKOTOPBIE MCCIIEAOBATEIH TPEATIONArain
Kay3aneHyto poinb PHK-conepxaiero Bupyca, ogHako
B HACTOAIIEe BpeMs TPEBAIHPYET TOYKA 3PEHHS, UTO
3D sBusieTcss ayTOUMMYHHBIM (MTOCTUH(EKIMOHHBIM)
sunedamurom [10, 11]. Ot XKD ¢ mapkuHCOHU3MOM He-
00XOIMMO OTIMYATh MOCTIHIE(ATUTHICCKUN MapKUH-
cormsM (I1I1), koTopeIit pa3BUBaeTCS B OCTPOM TTEPHOIE
3a00JIeBaHMsI U UMEET TEHICHIIMIO K perpeccy, OAHAKO
B psae 3apyOekHbIX myomukaruit [111 monnMaercs B y3-
KOM CMEICIIe, 0003Havast I0.

OCHOBHBIM KJIMHUYECKHUM TTPOSIBIICHIEM XPOHUIECKO-
ro nepuozaa 93 sABIAETCsS TAPKUHCOHU3M (B psijie CTydaeB
JIeBOJIOTIa-9yBCTBUTEIBHBIN), Pa3BUBAIOIIMNACS CITyCTS
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MeCSIbl WK MHOTHE TOJIBI MOCJIe OCTPOTO JHIedanuTa
(o0braHO uepe3 1-5 mer). OcoOEHHOCTHIO MApPKUHCO-
HU3Ma SABJSIETCS TPEUMYIIECTBEHHO aKMHETHKO-PHUTH/I-
HBI BapUaHT B COYETAHUM C OKYJIOTMPHBIMH KPHU3aMH,
KaraTOHUEH, HapYIICHUsSMH CHAa U pUTMa AbIXaHus, og-
TaJIbMONIAPE30M, OCTYpPAIbHBIMU U TICUXHATPUUECKUMU
HapyueHnussMH (a(peKTUBHBIE PACCTPONCTBA, TaJUTIOIH-
Halluy, TICUXO03bl), TUIIEPKUHE3aMH (AUCTOHUS, MHOKIIO-
HYC) U MUpaMUAHBIM cuHIpoMoM [10].

Knunnueckass kaptuHa 23 0TYACTH HANlOMHHAET
nporpeccupyromuil Haabaaepusiii mapamuy (ITHIT) —
HellporereHepaTuBHOE 3a00JI€BaHUE W3 CIEKTpa aTH-
MUYHOTO TAapKUHCOHM3MA, SBIIAIONIEECs TaynaTuei.
ComnacHO COBpEMEHHBIM KPUTEPHSIM JUArHOCTHKH [1],
obOnurarueiMu npuzHakamu [THIT siBrsitoTest ciopaiye-
CKHUIl XapakTep U HEYKIOHHOE IPOrpPEeCCUPOBAHUE CHM-
NITOMOB C HayaJIoM 3a0osieBaHus B Bo3pacte crapiie 40
neT. OcHoBHbIe KuHuueckue nposisnenust ITHIT Bkiro-
yaroT: 1) mia3oaBUraresbHble HapylIeHHs (BepTHKaIb-
HBIA HaJBSACPHBINA Mape3/mapaind B30opa, 3aMeIJICHHE
BEPTUKAJIBHBIX CAaKKaJ, alpakchs OTKPbIBAHMS BeEK);
2) mocTtypajbHble HapylleHus (MajeHUs, HEyCTOWYH-
BOCTH B TOJIYKOBOH Mpo6e); 3) THMoKnHe3ns (aKHHETH-
KO-PUTHIHBIH TPENMYIIECTBEHHO aKCHAJIBHBIN MTapKUH-
COHHM3M, TPOTPECCUPYIOIINE 3aCTBIBAaHUS MPHU XOAb0e)
1 4) KOTHUTHBHbIC HapylIeHHs (arpaMMaTHYeCKuil Ba-
pHaHT TIEPBUYHON Mporpeccupyomeit adazuu u/uim
arnpaxcusi peud, JJOOHBIH CHHAPOM, KOPTUKOOA3aIbHBIN
cunapom). IlogaepkuBaronMu KPUTEPUSIMHU SIBIISIOT-
csi oTcyTcTBUE 3(peKTa OT ImpueMa JEBOJOIbI, THUIIO-
KWHEeTHYecKas/criacTUueckasl  qu3apTpusi, aucdarus,
(horodoOusi. B 3aBUCHMOCTH OT COYETAaHHS W CTEIICHU
BBIPAXKEHHOCTH JAHHBIX CUMIITOMOB BO3MOYKHO JIMAarHO-
CTHPOBATh «BEPOATHBIN», «BO3ZMOXKHBIN» U «IIpearoa-
raemeriy [THIT u BeImenuTh Beaymuii cuHIpoM (B TOM
qucie cUHApPOoM PuuapacoHa — paHee MOSIBICHHE ITO-
CTypaJIbHOM HEYCTOWYMBOCTH W MaJiCHUH B COUYETAHUU
C IJ1a30/1BUTATENIbHBIMHU HAPYIICHUSMH).

Takum 00Opa3oM, OOIMMMH TMPOSBICHUSAMHU I D3
u [THII sBASIOTCS aKTUHTUKO-PUTHAHBIN TAPKUHCOHU3M
C TMOCTYypaJbHBIMH HApYUICHUSIMHU W BEPTUKAJILHBIN
HagbsaepHbI odTaneMmornape3. [lpu obomx 3aboreBa-
HUSX MOTYT HaONoaThCs IOOHBIE 3HAKH, MHPAMUIHBIN
CHUHJPOM, KOTHUTUBHbIC HApyLICHUS (IIPEUMYIIECTBCH-
HO CO CHWYKEHHEM YIPABIISIOMNX (QYHKINI) U AUCTOHUSI.
PaccrpoiictBa cHa, ABIAIOIMECS OTIMYUTEIBHOW Yep-
Toit D3, Takke omucansl ipu [THIT [12]. B 50-60-¢ rr.
XX Beka B JuTEpaType Jaxke 00Cy’KAaucs BOIPOC, sIB-
nserca im [THIT camocTosiTensHBIM 3a007€BaHNEM HITH
[II1, Bo3HuKaromuM nociie nepenecennoro 23 [13].

B 1930-1940-¢ rozsl B psijie naroMOp(hoIOrHueCKux
HccieI0BaHUN ObLIO MTOKa3aHO, YTO OCHOBHBIM CyOCTpa-
TOM DD SBISIOTCS HEHPODUOPHMILISIPHBIE KITyOKH, Hau-
Oosiee yacTo OOHapyKMBaeMble B YEPHOM cyOCTaHIMU,
roy0oBaToM IISITHE, sApax PETUKYISPHON (opMarnun
CTBOJIa MO3ra, TUIIOTalaMyce u Oa3albHOM siipe Meii-
Hepra [14]. B 1993 r. J.F. Geddes u coaBrt. ony0iukoBamu
JaHHBIC CPABHUTEIILHOTO MCCIICIOBAHUS PE3YIIBTATOB ay-
toricuu manueHToB ¢ [1I1 (B rom gucne 93), [THII u 60-
ne3ubio ['yam (BAC-napkuHcOHN3M-1eMeHIns ). Bo Bcex
ciyvasx [1I1 pa3BUTHIO TAPKUHCOHU3MA IPEALIECTBOBAI

RESEARCHES AND CLINICAL REPORTS

JATeHTHBIN Tieprona oT 2 mo 18 ser. Y mamuentos ¢ T1I1
OTCYTCTBOBAJIM NPU3HAKH aKTHBHOTO BOCHaJeHUs (Tie-
PHUBACKYJISIpHbIC WH(UIBTPATHI, PEaKTUBHBIE H3MEHE-
HUsI MUKPOIVIMM M acTPOILIMTOB), OIHAKO ONpENesIach
rubes HEUPOHOB W Tay-MO3UTHUBHBIC HEHpohHUOpHII-
JSIpHBIE KIIyOKH B YKa3aHHBIX BBIILE sIpax CTBOJIA U Oa-
3aJbHBIX S/Ipax, a TaKKe B HEKOTOPBIX yYacTKaxX KOPHI
OoJIbIIMX MONMYMIApUH (IHTOPUHAIBHOM, OCTPOBKOBOH,
JI0OHOM, TEMEHHOH ¥ BUCOYHOM ), YTO TIO3BOJIAJIO C/IETATh
BBIBOJ] O 3HAYUTEIILHON CX0KECTH JaHHBIX 3a00JIeBaHUI
n otHectH 111 x Taymarusim. [14]. B nanpHelinem B He-
CKOJIBKUX clTydasx 92 ObUTH 00HapY>KEHBI XapaKTepHbIE
JUTS TayTaTHH MyYKOBUHBIE aCTPOIUTHI [ 15, 16].

B 1997 . G.K. Wenning u coaBT. IpeACTaBUIN pe-
3yJBTaThl MTATOMOP(OTOTUIECKUX HUCCIIEAOBAHNMA TOJIOB-
Horo Mo3ra 6 narueHToB ¢ 11, nepenecumx snuedanut
B Bo3pacte 11-26 yet, Bo3pacT Havansa MapKUHCOHU3MA
HIMPOKO BapbupoBal oT 32 1o 60 jer. OcoOeHHOCThIO
NaHHBIX ciy4daeB ObuIo cxomctBo ¢ [THII, Brutrouas
noctypanbHble HapymeHnus (4/6), BepTHKaJIbHbBIH Og-
tanpMornape3 (4/6), ampakcuio OTKpbhIBaHUs BeK (2/6)
U TIpU3HaKu JIOOHOU auchyHKImu (5/6), oqHAKO Tak-
Ke HaONIOaIMCh OKYJIOrHpHBIe Kpusbl (4/6), Tpemop
MoKost (2/6) 1 XOpOoIIUi OTBET HA TEPAIUIO JICBOJIOIION
(4/6) [17]. JaHHbBIE THCTOIOTHH BO MHOTOM OBLIH CXOXH
¢ nmanaeiMu, nonydeHHbivE J.F. Geddes u coasr. [14].
B nanprelmeM mo JaHHBIM UMMYHOOJIOTTHHTA OBLTH
MOKa3aHbl Pa3IHYUsl MOJEKYJSIPHOW CTPYKTYpBHI Oenka
Tay u3 Mo3ra nanueHTos ¢ [II1 u gpyrumu taynarusmu
(ITHIT, xopTukoOa3anpHBI cHHApPOM, Oojie3Hb [yam)
[18]. Ananm3upys IDaHHbBIE HCCIEIOBAaHUS, HE BCET/a
MOYKHO IMpOBECTH 4YeTKyro rpanb Mexay IIIT u ITHII,
0CO0OCHHO B CiTydasx ne0roTa MmapKuHCOHU3Ma 1mocie 60
JIET CITyCTsl MHOTHE TO/IBI OT OCTPOTo MEPHOAA.

Bomnpoc 00 oxkoHYaTeIhbHOM HO30JIOTHYECKOM JHar-
HO3€ B 000MX MPHUBEJACHHBIX HAMU CIIy4asX OCTaeTCs OT-
KPBITBIM U JUCKyTabenbHbIM. C OHOM CTOPOHBI, B 000-
MX HaOMIOACHUSIX KIMHUYECKask KapTHHA COOTBETCTBYET
kputepusim BepoatHoro ITHII (nnarao3 moctoBepHOTO
ITHIT BO3MOKEH TOJNBKO MO AAHHBIM ayTOICHM) C Jie-
BOJIOTIA-PE3UCTEHTHBIM TMapKHHCOHU3MOM. C apyroi
CTOPOHBI, HENb3sl UCKIIOUNTH posib BKD B marorenese
3a0oJeBaHus, TeM Oosiee YTO MapKUHCOHUYECKUI Bapu-
ant XKD omnucan B nureparype. Y 00OMX HaIuX ma-
[IMEHTOB OTCYTCTBOBajla HEraTUBU3AIUs TUTPOB aHTHU-
ten IgG x BKD, uro Takke CBUIETENBCTBYET B MOJIB3Y
nmuarHo3a XKO (ogHako He HCKIIOUEH (DEHOMEH «1po-
onudemMuiesanus» B SHIAEMHUUYHBIX paiioHax). MHrpare-
KaJbHBIH OJMTOKIIOHAJIBHBIA CHHTE3, OOHApy>KEHHBIN
y Hallel manueHTky, He xapakrepeH s [THII, oqnako
HEOJIHOKpaTHO onucaH y nauueHTos ¢ I1I1, B Tom uncne
pu 99 [19, 20]. B Takom cinyyae HepelIeHHBIM OCTa-
€TCS BOIPOC O MPEUMYIIECTBEHHBIX MEXaHNU3Max IaTo-
renesa 3adoneBanusi: nepcucreHuus BKO B LIHC u ero
[IUTONIATHYECKOe JCHCTBHE WM ayTOMMMYHHBIE peak-
MU, CX0XKHue ¢ 0.

CpaBHUTENbHAS  XapaKTEpHUCTHKA  TPHUBEICHHBIX
knuHuyeckux ciydaes, [THII, 93 u III1 npencraBnena
B Tabm. 1.

3akmouenne. IlpoBoas mapamtenn mexay 90,
XKD m HammM# HaONIONCHUSIMH, HEIb3S HCKIIOYUTH
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WNCCNEAOBAHNA N KNIMHUYECKNE HABJTIOAEHWA

Tabnuia 1

CpaBHHUTeJbHAs XapaKTePUCTHKA NMPeICTABIeHHbIX KINHNYecKnX cay4daes, [IHII, 93 u nporpeccupyiomero HagbsIepHOT0 Mapajanyia, 3H-
nedaauTa IKOHOMO U NOCTIHLE(ATUTHYECKOT0 NAPKHHCOHU3MA

IIporpeccupyrommii
XapakTepucruka Mammenr K. Mamuentka T, Haabs/lePHbI DHuedaant MocT3Huedanuruyeckuii
napajany (CHHIPOM JKOHOMO NAPKHHCOHU3M
Puyapacona)
Xapakrep nebrora IepBUYHO-TIPOTPEIMEHTHEIH (BO3MOKHO IlepBuuHO- OTCpoueHHBIH OcTpblii WM NOAOCTPBIN
OTCPOYEHHBIH TOCIIe YKyca KIIeIa) TIPOTrPeIMCHTHBIIN
Teuenne 3aboneBaHms MeneHHO nporpeccupyomee IMporpeccupyromee Yacro — ymyunieHne/

(penKko — yiydIieHue) BBI3JIOPOBJICHHE
bredapocnazm/anpakcust + - + + -
OTKPBIBAaHHUS BEK
BeprukaibHblil mapes B3opa + + + + +/—
T'opu3oHTaIBHELI Hape3 B3opa + — +/— + +—
CHUMMETPUYHbIH aKMHETUKO- + + + + +
PUTHIHBIH TAPKHHCOHH3M
Bripaxkennsle quzapTpus/ + + + + +/—
JIHCTIPOCOINS
JloOHbIe 3HAKH + + + + +/—
JluctoHus Bredpapocnazm Croma +/— +/— +/—
KorHutusHbIe HapyLIEHUs + + + + +/—
Icuxuarpuyeckue paccTpoicTaa + (anarus) — +/— + +
ITocTypasibHBIC HAPYIICHUS — + + + +/—
IMupamMuHbIil CHHAPOM — + + + +/—
PaccrpoiicTa cHa + — +/— + +/—

D¢ ekt oT 1eBOAOIBI — +/— +/— +/— +/—
AnTHTeNa K BO30yauTensiM B kpoBu | BKD «+» (0TcyTCcTBHE HeraTMBH3aLiN) — — +
OnuroksioHanbHbli cunTes [gG H/n + — + +/—
MPT rosnosnoro Mmosra Atpodus Ennuuysble ouarn Atpocdus cpensero | OuaroBbie m3MeHeHHs1 | YacTo — BoCHanUTeIbHbIE
KOpBI OOJIBIITHX MHKPOAHTHOTIaTHU MO3ra, BEpXHUX TIOKPBIIIKH CPETHETO HM3MEHEHHUs 6a3alIbHBIX
MOy apuit HOXEK MOBKEUKa MO3ra, B Tajlamycax, | sijiep, Y4epHOH cyOCTaHIMN
0a3aJILHBIX SIIPax

IIpumeuanue: B Tabauie obcyxkaaercs XpoHudeckas Gopma sHuedamuTa IKOHOMO C OTCPOUYEHHBIM JIe0I0TOM, Halle yepe3 1-5 et mocie ocTporo me-
proza; mocTIHIeGATUTHYESCKHI TAPKUHCOHU3M C ACOIOTOM B OCTPOM IIEPHOJIE.

Table 1

Comparative characteristics of the presented clinical cases, progressive supranuclear palsy (PSP), von Economo encephalitis (EE) and

postencephalitic parkinsonism (PEP)

delayed after a tick bite)

Characteristics Patient K. Patient T. PSP (Richardson EE* PEP**
syndrome)
Onset of the disease Primary progressive (possibly Primary progressive Delayed Acute or subacute

Clinical course Slowly progressive Progressive (rarely Often with
with improvement) | improvement/recovery
Blepharospasm/apraxia of eyelid opening + - + + -
Vertical gaze palsy + + + + +/—
Horizontal gaze palsy + — +/— + +/—
Symmetrical akinetic-rigid parkinsonism + + + + +
Severe dysarthria/dysprosodia + + + + +/—
Frontal lobe signs + + + + +/—
Dystonia Blepharospasm Crural +/— +/— +/—
Cognitive impairment + + + + +/—
Psychiatric disorders + (apathy) - +/— + +
Postural instability + + + + +
Pyramidal signs - + + + +/—
Sleep disturbances + - +/— + +/—
The effect of levodopa - +/— +/— +/— +/—
Pathogens antibodies in the blood TBE «+» (lack of negativity) - - +
Oligoclonal IgG synthesis No data + - + +/—
Brain MRI Cerebral cortex Single foci of | Midbrain and superior | Focal changes in the | Often — inflammatory
atrophy microangiopathy cerebellar peduncle | midbrain tegmentum, | changes in the basal
atrophy in the thalamus and nuclei and substantia

basal ganglia

nigra

Note: *EE — von Economo encephalitis (this table means the chronic form with a delayed onset, more often 1-5 years after the acute period); **PEP —

postencephalitic parkinsonism (with onset during acute period).
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BO3MOKHOCTh OTCPOYEHHOTO pa3BUTHUS aATUIIMYHOTO
MapKUHCOHU3Ma Kak mposieneHue XK03, umerouero
HanOonbmee cxonctBo ¢ [THII. BepostHbiM MexaHu3-
MOM SIBJISIETCS. XPOHHYECKOE ayTOMMMYHHOE BOCIHa-
JIieHWe, pa3BUBIIEeCs B OTBET Ha mepcucteHnuio BKO,
YTO KOCBEHHO MOATBEP)KAAETCsl OOHApyKEHHUEM MHTpa-
TEKaJbHOTO OJIUTOKJIOHAIBHOTO CHHTE3a, OTCYTCTBHUEM
HeratuBuzauuu TUTpoB BKD-IgG B kpoBum m orcyt-
ctBueM BKD-1gG B nmukBope. [yist monTBep:kaAeHUs JaH-
HOW TMHOTE3bl HEOOXOAMMO MPOBEACHHE NATbHEHIINX
SMUIEMUOJIOTHYECKHUX (B OCOOEHHOCTH B 3HIEMHYHBIX
o K3 paiionax), cepoIornyeckix, BUPYCOIOrHUECKUX
U TaTOMOP(HOJIOTHYECKIX HCCIICAOBAHNH.

KongaukT uHTEpecoB. ABTOPHI 3asBISIOT 00 OT-
CYTCTBHHU KOH(IMKTa HHTEPECOB.

dunaHcupoBaHue. lcciaenoBanue He UMENO CIIOH-
COPCKOM MOJIAEPIKKH.
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