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KopTukobasanbHas gereHepauuns ¢ CMHOPOMOM
nporpeccnpyloLLero HagbsagepHoro napanuya:
KJIMHU4YeCKUN cyyan

E.C. OcTanuyyk, A.O. MuHraanesa, M.B. Maaaxos

BY3 TO «OBAACTHAS KAMHMYECKAs OOAbHMLA Ne 1», . TiomeHb, Poccus

PE3IOME

O6ocHoBaHKe. KopTmkoba3zarbHas aereHepaums (KbA) mpeacTtasager cobor cnopasniyeckoe 3a60AeBAHME C HAPYLLEHNeM OBMEHa Tay-
MPOTENHA, PACIPOCTPAHEHHOCTb KOTOPOIro AOCTHIraeT 4—7 cAy4aeB Ha 100 TbiC. yeroBeK. AAg KBA THMmyHbI MOCTENEHHOE HAYaAO M HEYKAOHHOE
MPOrPeCcCCHUPOBAHME, A TAKXKE COYETAHUE PAAMYHBIX KOMOMHALLMI XAPAKTEPHbIX KAMHUYECKMX MPU3HAKOB, TAKUX KOK ACMMMETPUYHBIM OKMHETUKO-
PUMMAHbBIM CUHAPOM C HEAOCTATOYHbIM OTBETOM HA TEPAMMIO MPENAPATAMM A€BOAOMbI, ANPAKCHS, AdpA3Ms, CeLUMGOHYHbIM CDEHOMEH (Hy>KOM
KOHEYHOCTMY, KOTHUTUBHbIE HAPYLLIEHUS C ACUMMMETPUYHBIMM KOPKOBLIMM ATDOCOUIECKUMU M3IMEHEHUIMM MO AQHHBIM MPT rOAOBHOrO Mo3ra.
YyutbiBas, 4to B rpynny taynatui Kpome KbA BXOAAT MPOrpeCcCHpyloLLmMi HaabIAePHbIM napaany (MHIT), 6oae3Hb AabLrermepa u Apyrme
3060AEBAHMA M HOCTO HABAIOAQETCS KOMOMHALMI AQHHOM MATOAOMMM, BCAEACTBME DTOTO KAMHUYECKAS KAPTMHA MOXET BbiTb AOCTATOYHO
BapmabesbHoM. [TOITOMY HenpoasereHepPaTUBHbIE M3MEHEHMS KOPKOBO-MOAKOPKOBbIX CTRYKTYP MPM COYETAHMU PA3AMYHBIX MATOAOTMH
C XAPAKTEPHOM KAMHWYECKOM KAPTUHOM BOLLAM B MOHATUE (KOPTUKOBOA3AAbHbIM CUHAPOM).

OnucaHue KAMHM4ECKOro CAy4as. B cTaThe NPEACTABAEH KAMHUYECKUI CAYHaHM KOPTMKOOA3AABHOM AEreHEPALMU B COYETAHMM C CUHAPOMOM
NPOrPeCcCHpyOLLEro HOAbIAEPHOIO MAPAAMYQA Y XEHLLMHbI 69 AeT.

3akAloyeHmne. Ha CEeroAHALLHMNA A€Hb NPU MOCTAHOBKE AMATrHO3a HEOBOXOAMMO Y4YMTbIBATb HE TOABKO KAMHUYECKYIO KAPTUHY B LLEAOM,
HO 1 OCOBEHHOCTH ee PA3BMUTHSA. BaXKHOM MPOBAEMOM FBASETCSH TO, YTO KOPTUKOBA3AAbHAS A€rEHEPALMS C MPOrPECCHPYIOLLMM HOABIAEPHbIM
MNAPAAMHOM CAOXKHA B AMArHOCTMKE, OCOBEHHO HA PAHHMX CTAAMAIX 3QD0AEBAHMSA, A AeYEeHME MPOTMBOMAPKMHCOHMYECKMMM MPEenapaTamm
MAAODGPPEKTUBHO.

KAKOYEBBIE CAOBA: KOpTMKOBA3AALHAS A€reHepaLms, CUHAPOM (HY>XKOU PYKUY, MPOrPeCCHUPYIOLLMA HOABIACPHbIM MAPAAMY, TAY-NATUM,
MAPKMHCOHU3M, TMMOKUHE3MNS, TPEMOP, AUCTOHMS.

KOHPAUKT UHTEPECOB. ABTOPDSbI 3QSBASIOT 06 OTCYTCTBMM BHELLUHETO GOMHAHCHMPOBAHMS MPKW MPOBEAEHUM MCCAEAOBOHMS.

UcToYHMK bMHAHCHMPOBAHMA. VICCAEAOBAHME M MYyOAMKALIMS CTATbM OCYLLLECTBAEHbI HO AMYHbIE CPEACTBA ABTOPCKOrO KOAAEKTMBA.
UHgpopmupoBaHHoe coraacue. OT NALUMEHTA MOAYYEHO MMCbMEHHOE AOBPOBOALHOE MHADOPMUPOBAHHOE COrAQCHE HA MyBAMKALMIO ONMUCAHMUS
KAMHWYECKOrO CAyYqas (Mioab 2025 1.).

Corticobasal degeneration with progressive supranuclear palsy
syndrome: a clinical case

E.S. Ostapchuk, A. Yu. Mingaleva, M.V. Malakhov

Regional Clinical Hospital No. 1, Tyumen, Russia

SUMMARY

Background. Corticobasal degeneration (CBD) is a sporadic disorder of tau protein metabolism with an incidence of approximately 4-7 cases per
100,000 people. CBD is characterized by a gradual onset and steady progression, as well as a combination of various combinations of characteristic
clinical signs, such as asymmetric akinetic-rigid syndrome with insufficient response to levodopa therapy, apraxia, aphasia, specific “alien limb”
phenomenon, cognitive impairment with asymmetric cortical atrophic changes according to MRI of the brain. Considering that the group of tauopathies,
in addition to CBD, includes progressive supranuclear palsy (PSP), Alzheimer's disease and other diseases, and a combination of this pathology is often
observed, as aresult of this the clinical picture can be quite variable. Therefore, neurodegenerative changes in the cortical-subcortical structures in
combination with various pathologies with a characteristic clinical picture are included in the concept of corticobasal syndrome.

Clinical Case Description. The article presents a clinical case of corticobasal degeneration combined with progressive supranuclear palsy syndrome
in a 69-year-old woman.

Conclusion. Today, when making a diagnosis, it is necessary to take into account not only the clinical picture as a whole, but also the features of its
development. An important problem is that corticobasal degeneration with progressive supranuclear palsy is difficult to diagnose, especially in the
early stages of the disease, and freatment with antiparkinsonian drugs is ineffective.

KEYWORDS: corticobasal degeneration, alien hand syndrome, progressive supranuclear palsy, tau-pathies, parkinsonism, hypokinesia, tremor, dystonia.
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OobocHoBaHUE [Tatomopdosornueckoll 0COOCHHOCTBIO SBJISETCS Ha-

Koprukobazanpnas nerenepanus (KB/[) — ato peakoe  pymieHue oOMeHa Tay-poTeHHa, IPU KOTOPOM (pritaMeHThl,
Iporpeccupyloliee HelpoJereHepaTuBHOE 3a00JIEBaHUE  COCTOSIIIUE U3 THIIepPOochOpUINPOBAHHOTO Tay-IIPOTEHHA,
C IOpaXEHUEM JIOOHO-TEMEHHBIX OT/IEJIOB OOJBIINX MOJIy- HAKaINIMBAIOTCS B HEHPOHAX M ITIMAJIBHBIX KJIETKaX To-
mapuii U 0a3ajdbHBIX TaHIMeB. TepMUH «KopTHKOOa3alib- JoBHOrO Mosra [2]. Tay-nmpoTenH — HU3KOMOJIEKYJIIPHBIH
Has JlereHepalys» BIepBble ucnoiab3oBanu Gibb u coaBr.  0enok, IPUHUMAIOIINK ydyacTHe B (QOPMUPOBAHUU LIUTO-
B 1989 r. [1]. CKeJleTa HEMpOHOB. Arperarsl Tay-npoTrenHa GOpMUPYIOT
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HepopuOpMILIApHBIE KIIyOOUKH, HEHPONTaIbHBIE HUTH
U INIHaJbHbIE BKIIOUEHUS B BEIIECTBE CPEAHEr0 MO3Ta,
MOCTa, 0a3abHBIX TAHIIMAX M 3yOUaThIX sSpax MO3KEUKa.
HelipoxuMuueckuMH U3MEHEHUSIMU SIBIISIOTCS. CHUXKCHUE
KOHIIEHTpanuy 1o(aMiHa 1 ero MeTadoINTOB B XBOCTATOM
siape u ckopayne [2, 3].

[TomMurMoO KOpTHKOOA3aIbHON ETeHepaluy K Tay-Ta-
THSM OTHOCST OoJie3Hb AubIreliMepa, 100HO-BUCOYHYIO
JleTeHepanuio, NIporpecCupyomuil HaabsaAepHbIil napa-
JIMY ¥ ApyTHe. YYUTHIBasI, YTO BCE 3a00JI€BAHUS U3 TPYIIIIBI
Tay-MaTHi MOTYT IPOSBISATHCS CXOKUMH KIIMHUYECKUMHU
MIPOSIBJIICHUSIMH U JIMarHOCTHUKA KOPTUKOOA3aJIbHOM JieTeHe-
paLuu conpsbkeHa ¢ MHOTOYHCIICHHBIME TPYAHOCTSIMH, OBIIIO
PEILICHO BBIACIUTH TEPMHUH «KOPTUKOOA3alIbHBIH CHHAPOMY
(KBC) [5]. KBC — mporpeccupyroriee mopaxeHne KOpKoBO-
MOAKOPKOBBIX OTJEJI0B FOJIOBHOTO MO3ra ¢ KIIMHUYECKOI
KapTMHOM T'MIIOKMHE3UH, PUTHAHOCTH, TUCTOHUH, (oKab-
HOM MUOKJIOHMHU C HJIEOMOTOPHOM arpakcuel U CHHAPOMOM
«4y’KOU KOHEUHOCTI.

BapuabensHOCTb KIMHUYECKHX MTPOSIBICHUH 3aTpyaHsIET
YCTaHOBKY UCTUHHOH pacIpOCTPaHEHHOCTU JaHHOH MaTOIOTUHL.
ITo pannbsv 2000 1., pacnpoctpaneHHocTs KB/] coctaBnser
4,9-7,3 cmygas Ha 100000 Hacenenus [6]. [eGroTupyer 3a-
OoneBanue B 55—70 €T ¥ HEYKIOHHO IPOTPECCUPYET Yepe3
5-7 net B neTanabHbIA UCXO], Yallle CTPAJAIOT MY>KUUHBI, YeEM
skennuabl. Yame KB/ sBnsercs ciopaanaeckuM 3adome-
BaHHEM, HO MOTYT OBITh U CEMEHHBIE CIydau, CBsI3aHHBIC
¢ myranuii B rene MAPT, Taxoke 4acTo BCTpeuaroTCsl MyTaluu
B rere GRN, pexe — C9orf72 u PRNP [7].

KB/l nposiBisieTca MIUPOKUM CIEKTPOM CUMIITOMOB
U XapaKTepU3yeTcs NPOrpeCcCUPYIOINM ACUMMETPUYHBIM
AKUHETHKO-PUTHIHBIM CUHAPOMOM, TUCTOHHENH KOHEUHOCTEH,
HapylIeHHEM BBICIINX KOPKOBBIX (PyHKIMH, eHOMEHOM
«ayxkoil pykn» [2, 5]. HauanbHbIMU KIMHUYECKUMU MIPO-
apnenusiMu KBJl yacto ObIBalOT HaNpsHKEHHUE, HETOBKOCTD,
noJiepruBaHue B OJHOM KOHEUHOCTH, yauie B pyke [2]. Cumn-
TOM NapKUHCOHU3MA PA3BUBAETCS B TEUCHHUE MEPBBIX 3 JIET
ot Havyana 3aboneBanust Kb/I u nmposiBiseTcst acuMmeTpuy-
HBIM aKMHETHUKO-PUTHIHBIM CUHIPOMOM. [ HTTOKMHE3Us
U PUTHHOCTD BBISBIISAIOTCSA NPEUMYIIECTBEHHO B BEpXHEN
koHeuHOCTH. [TocTypanbHas HEyCTOMYMBOCTb Pa3BUBAETCS
OvIcTpee, ueM nipu O6ose3nu [lapkuHCOHA, HO MEUICHHEE,
uem npu ITHIT. Cunapom napkuHCOHU3MA PE3UCTEHTEH
K IIpUeMY IIpenaparoB JI€BOJOIBI U €€ MPOU3BOIHBIX.

B 75 % cayuaes nnsa KBJ[ xapakTepHO pa3BUTHE Hapy-
[ICHUH X0MBOHI (TI0 TUITY JIOOHOW AUCOa3Hn), MOCTYPaTbHON
HEYCTONYUBOCTHU C NaAeHUsIMU Ha3zal. IIpu nepBudHOM
BOBJICUCHHU HOTHU BBIP)KEHHBIC JIBUTaTEIbHbIC HAPYILICHHS
HaOmonaroTest B TeueHue 1 roga skusau. [Ipu nepBuyHOM
BOBJICUEHUU PYKH — JIBUTATENIbHBIE HAPYIIECHUS B CPEJHEM
yepe3 3 roxa. [Toxonka moxer ObITh Kak nipu O6osie3nn Ilap-
KHHCOHA (IIapKaroIas, CoroeHHasl 11o3a) WId 10 TUITY J100-
HOI1 nc6a3uy — anpakCcuu Xoab0b! (TyJIOBHIIE HECKOIBKO
OTKJIOHEHO Ha3ajl, 3aTPYIHEHO Havyaso X0AbOBI M IOBOPOTHI,
MOIIaTBIBAHUS IIPU XOIB0E).

V¥ nanuentoB ¢ KB/] BO3MOXXeH apUTMUYHBIN TpeMOp
H3-3a 4aCTOTO NPUCOEINHEHUS MUOKIOHUYECKUX MOAEP-
TUBaHUU.

B nepBrle 2 ropa ot nebrora 3a001eBaHUs IPUCOEANHS-
€TCsl AUCTOHMS IPEUMYIIECTBEHHO B IUCTAIbHBIX OTAEIAX.
Ona HocHT (POKaJIBHBINA MM CETMEHTApPHBIH XapakTep, Jalile
9TO AUCTOHHUYECKAsl yCTAHOBKA PYKH C IPUBEACHHUEM B ILIE-
YEBOM CyCTaBe, CTH0aHHEM B JIOKTEBOM M JIy4e3aIsiCTHOM
cycrasax («pyka Hamoneonay), nim oHa MOXXeT HallOMHUHATh
103y ¢ MOCTUHCYIBTHON reMurierueit. JIuctonus B Hore
MPOSIBASETCS PA3NUYHBIMU ATOJIOTUYECKUMU JBHKEHHUSI-
MH B Ta300eIpEHHOM, KOJICHHOM, I'OJIEHOCTOITHOM CyCTa-
BaX C JUCTOHUYECKUM IOJBOPAYMBAHUEM CTOIBI BILUIOTh
JI0 KOHTPAKTYP.

Ha pa3BepHyTBIX CTaUsAX YacTO BBISBISIIOTCS (OKaIb-
HbIe MHOKJIOHHMH, TU3apTpuUs, Aucharus, NupaMuIHbIe
3Haku [2]. [TarornoMoHnyHbIM cumnitomoM KB/I siBisiercs
(heHOMEH «UyKOH PyKH», IPOSBISIOIINNCS OLTYIIEHUEM
OTUYXJE€HHUSI KOHEUHOCTU U €€ HEIIPOU3BOJIbHON JBUTa-
TEJIHHOW aKTUBHOCTBIO IPU HECITOCOOHOCTH Yy4acTBOBATh
B [IPOU3BOJIBHON AeSITEeNbHOCTH. [TallueHThl C 3aKPHITHI-
MM I71a3aMH HE MOTYT CKa3aTh, IJle HAXOAUTCS pyKa, IpU
MIPOBEPKE BBISIBIIIOTCS HAPYLICHHUS ITyOOKOH M CIIOMKHBIX
BHJIOB UyBCTBUTEIBHOCTH. J{JIs1 «9yKOH pyKH» XapakTepHa
CIIOHTaHHAsl ABUTaTe/IbHASI aKTUBHOCTh — MOJHATUE PYKU
BBepX (JIEBUTAIMS), OLIYNBIBAHHUE ITPEAMETOB, IIepeOupanue
CKJIaJIOK OZ€XK[bl, TOBTOPEHUE JBUKEHUN 30pPOBOI pyKH
WJIHU «4y>Kasl pyKa» BMEIINBAETCS B NEUCTBUS APYTOH PyKU.
J1s HapymeHus QyHKIUH BBICIINX KOPKOBBIX (DyHKIIMHA
XapakTepHa UJEOMOTOpHAs alpakcHs, KOrna HapyIaeTcs
BBITIOJIHCHHE JACHCTBUI 110 KOMaH/I€, C BOOOpakaeMbIMH
npeaMeTaMu, IOBTOPEHUE TOABKO YTO IOKAa3aHHOTO JIBU-
keHust [2, 5]. XapakTepHa Takxke opajibHas anpakcus (He-
CIIOCOOHOCTH 00JIN3aTh T'yOBl, IOMECTHUTH SI3BIK MEXIY
3y0aMH), a TaKXKe alpaKkcHsi OTKPBIBAHUS IJ1a3, allpaKkCUs
xonb0b1. Cpenu Apyrux HapylleHui BcTpedarorces adazus
(nuHAMUYecKast, cCeMaHTHYECKast), HAPYIICHUSI UCIIOJIHU-
TeNBbHBIX QyHKIMH [2].

Jns curApoMa Nporpeccupyromero HaabsAepHOro na-
payinya, KOTOPbIH MOXET COUETaThCsl C KOPTUKOOa3aIbHBIM
CUHJPOMOM, XapaKTEPHO KaK MUHUMYM HE MEHEe Tpex
KJIMHUYECKHUX MPOSIBICHUI: aKCHAJIbHASI PUTUHOCTD WU
CHMMETpUYHAs AKUHE3Hs, TOCTypaabHasi HEyCTOMUUBOCTh
WJIU MaJ€HUs, Ta30Bble HAPYIICHUS 110 TUILY HeJep KaHUs
MOYH, NapaJind BEPTUKAIBHOTO B30pa UIIU 3aMEJICHUE
BEPTUKAIBHBIX CaKKaJ, KOTHUTUBHBIE U TIOBEICHUYECKUE
paccTpoiicTBa B pe3ysibTaTe TUCQYHKIMH JIOOHBIX JT0JIel
[8-11].

Kannnuecknii npumep

ITanuentka T., 69 net, pycckas, MoCTynuia Ha CTaluo-
HapHOeE JieueHue B HeBpojaorudeckoe oraenenue ['bY3 TO
«O0nactHas kmuHudeckas oompHuIa Ne 1» 07.07.2025 ¢ xa-
J100aMU Ha CKOBAaHHOCTH B JICBBIX KOHEYHOCTSIX, HEIIPOU3-
BOJIBHBIC JIBHKCHHS JICBBIX KOHEYHOCTEH, HEKOHTPOIUPYEMBIC
JIBIDKCHUS B JICBOU PYKE — KHE CIYIIACTCS MCHS, TPYAHOCTH
TIPH yICP>KaHUU IPEIMETOB B PYKE U OJICBAaHHH, HECHUCTEM-
HOC TOJIOBOKPYKCHHE, 3aTPYIHCHHUE U IATKOCTh TPU X0OIb0¢
C NCPUOTUICCKUMH MMAJICHISIMHA — «X0KY KaK IbsHAs, CHU-
JKCHHUE ITAMSITH Ha TEKYIIUE COOBITHS, 3aTPYIHCHHYIO PEYb,
HEJICPIKaHUE MOYH.
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U3 anamnesa 3ab60n1e6anusn: Hadaio 3a00IEBaHUS OCTECIICHHOE
c aBrycta 2023 . B BUJI€ TOJIOBOKPYXKEHUS], TIOSIBJICHUSI CKOBAHHOCTHU
U HEMPOU3BOJILHBIX JBHKEHUH B JIEBBIX KOHEUHOCTSIX, IATKOCTH U 3a-
TPYAHEHHS TP XOb0E C MEPUOANIECKUMHY NaICHUSIMH, CHIDKCHUS
MaMSTH, U3MEHEHUS roJI0ca U Pedr.

MPT I'M (27.09.2023): MP-nipu3Haxu 60JI€3HH MAJIBIX COCYIIOB
Fazekas]1.

V3T BLIA (20.12.2023): 3Xx0NpH3HAKH CTEHO3UPYIOIIETO aTepo-
cKkiepo3a OpaxuonedanbHbIX apTepHil ¢ MAKCHMAIbHBIM CTEHO30M
BHYTPEHHUX COHHBIX apTepuil 1o 40—42 % c AByX CTOpOH.

15.02.2024 xoHCy/IBTHPOBaHA HEBPOJIIOTOM aMOYJIaTOPHO, YCTAHOB-
JIeH INarHo3: AUCIMPKYJSITOpHAs 3HIedanonaris Ha GoHe apTepu-
aJIbHOM T'MIIEPTOHUH U Liepe0paibHOT0 aTepoCKIIepo3a, aHTHOIHCTO-
HUYECKUH 1 BeCTUOYIO0-aTaKTUIECKUH CHHIPOM, CyOKOMITEHCAITHSL.
IlepBuKokpanuanrus, Opaxuairus ciesa Ha (POHE IEHHOro ocTeo-
XOH/IPO3a, YMEPCHHBIH 00JICBOM CHHAPOM. TPEBOKHOE COCTOSHUE
C MHCOMHUYECKHMH HapyIeHUsAMHU. PekoMeH1auy: KOHCYIbTalus
KapAUO0JIOra, IICUXOTepaneBTa, IPUEeM HOOTPOIHBIX M COCYAUCTBIX
IIpenapaTos.

15.02.2024 xoHCYAbTHPOBaHA KapAHOJIOrOM: THIIEPTOHHYECKAs
6onesns 2-i ct. Hekontponupyemas Al Oxupenue 2-if cTeneHw,
9K30Tr€HHO-KOHCTHUTYLIMOHAIBHOTO reHe3a. Puck 4 (oueHb BbICO-
kuit). HeneBoe AJI<130-139/70-79 mmM prt. c1. XCH 1, @K 11
no NYHA.

28.06.2024 xoHCYynBTHpPOBaHa HEBPOJIOTOM aMOyIaTopHoO: O0Ie3Hb
[MapkuHCOHA, aKUHETHKO-PUTHTHAS (hopMa, 2-51 CT. TTo XeH — Spy, cuH-
JpOM YMEPEHHO BBIPAXKEHHBIX KOTHUTUBHBIX HAPYILCHUH, aCTEHO-/e-
MIPECCUBHBIN CHHIPOM. XpoHUUecKas auccoMuust. Ha ¢oHe mummrens-
Horo siedeHns jesoxona 200 mr + 6eHcepasug S0 mr 4 T. 3 p. B ieHb
3HAYUMOTO0 3((eKTa HE OTMEYAET.

Heegponozuueckuit cmamyc. B co3HaHUM, KOHTAKTy NOCTYIIHA,
KOHTaKT MaJIoNIpoayKTHBeH. Kpuruka camkena. B mecre, coOcTBeH-
HOH JIMYHOCTH MOJTHOCTBIO OPUEHTHPOBaHA. [le30pueHTupoBaHa
BO BpEeMEHH (HE CMOIJIa Ha3BaTh J1aTy, IcHb HEJENH, BPEMs T0/a).
OMoUMOHANIbHAS TAOWIBHOCTD: PE3KHUE MeperaIbl HACTPOCHUS OT CIIO-
KOMCTBUSA 110 pasapaxutenbHocTd. MMSE — 17 6aioB (BeIpakeHHBIE
HapyLIeHUsI KOTHUTHBHBIX (YHKIIHN).

OO0111eM03roBOM CUMIITOMAaTHKHU HET. [ 1a3oaBUTaTenbHbIe HEPBHI
6e3 0coOeHHOCTEH, 32 NCKIIIOYEHHEM JIETKOTO 3aMe/JICHUS U OT-
CYTCTBUS IJIaBHOCTH BEPTUKAJIBHBIX Cakkaj. JINII0 CHUMMETpHUYHOE.
I'mnomumus. Jlerkast nucdarusi. [moTouHbINi peduieKkc MOBbIIIEH.
Peub ckanaupoBaHHas, yMepeHHast 1u3apTpust. Peduiekchbl opanbHOTO
aBTOMaTH3Ma: XOOOTKOBBIH, JIaJJOHHO-110100pOo10uHbIH (MaprHecKy —
PanoBuum), HACUIILCTBCHHBIA CMEX.

MpinieyHast cuia B pykax: crpasa 5 6ansos, ciesa 4,5 6aria.
MplieyHas cuila B HOrax JoCTaTouHasl, HACUIbCTBEHHbBIE TUCTOHU-
YECKHUE BUXKEHUS B JIEBOM HOTE, IPEUMYILECTBEHHO B CTOIIE.

MBI1IeYHBIH TOHYC B KOHEUHOCTSIX MOBBILIEH MO 3KCTPANupa-
MUIHOMY THITY.

Pednekcel ¢ pyk u Hor Beicokue. [laTonornueckne cromuble
peduexcsl babunckoro ¢ 1Byx cropoH. [emurnnecresus ciesa. Ha-
pylIEHHE IITyOOKOH 4yBCTBUTEIBHOCTH B JIEBOH pYKE U HOTE.

ITo xomaHe ManMEeHTKAa HE MOXKET CHEJIaTh AEHCTBHUS JIEBOI
pyKoii (3a0UTH TBO3/1b, TOMaxXaTh pyKoH U T.11.). JIeBast BepxHsis
KOHEYHOCTH ITOCTOSTHHO B JIBM)KEHNH — OOHUMAET IPaByIo PyKy,
nepeOrpaeT OAEXKIY, OLIYIBIBAET PEIMETHI U T.11. He MoxeT ynpas-
JIATBH JIEBOU PYKOi.

B noze Pombepra sierkoe nomarsiBanue 0e3 4eTkon
cropoHHOCTH. KoopauHaTopHBIE TPOOHI BHIIOIHSIET
BepHoO. [Toxoka ¢ IIPOKO pacCcTaBIEHHBIMY HOTAMU.
Arnpakcust Xoab0Bb! (3aTpyAHEHO Havaso X006l 1 IT0BO-
POTBI, 3aCTHIBAaHUS IIPU X0b0€). AKaTH3Us (HE MOXKET
JIOJITO CHJIETh B OJHOM IIOJIOXKEHUH, IOCTOSHHO BCTAET,
MIBITAETCS YIUTH U3 KaOuHeTa).

Hapymenne ¢pyHKInM Ta30BBIX OPraHOB B BHJIE
HEZIEPIKaHUSI MOYH.

Pezynomamul o6cnedosanusn

Jlabopartopusie ananussl (OAK, BAK, OAM,
HMOHOTpaMMa, Koaryjinorpamma) 6e3 ocoOeHHOCTEH.

Onekrposnnedanorpadus or 07.07.2025: oruer-
JIUBOW MEXIIONyIIApPHOW aCUMMETPHUH U ITPU3HAKOB
MapPOKCU3MaJIbHON aKTUBHOCTH HE BBISBIISCTCS.

Onexrpokapauorpadus ot 07.07.2025: put™m cu-
HycoBbIi 80 B MUHYTY.

PeHnTrenorpamMmma opraHoB rpyaHON KJIETKHU
ot 08.07.2025: 6e3 04aroBbIX ¥ HHUIBTPATUBHBIX TEHEH.

MPT zonos6Ho20 moszea ot 11.07.2025 (B cpaBHCHUH
¢ MPT I'M ot 27.09.2023 1 20.01.2025).

B 11006HBIX 105X ¢ IBYX CTOPOH CYOKOPTHKAIb-
HO OTIPE/IEIISIOTCS MHOKECTBEHHBIE MEJIKHE 04aru
2-5 mm, runepunTeHcuBHble Ha T2 u Flair. Otmeuaercs
BBIPR)KCHHOE CUMMETPUYHOE HCTOHYEHHE KOPHI, 03
nporpeccupoBanus B quHamuke ¢ 2023 . u 6e3 mpe-
obnamanus 1oseBoit arpodun (puc. 1).

[Tpwm 5TOM N1EBBII TUMITOKAMIT C YMEHBIICHUEM BbI-
cotel (MTA 3), neBelit 6e3 arpodun, BUCOUHBIN por
1 XopuouaaibHas meib pacmupersl (MTA 2).

Omnpenensrorcs: paclinpeHHbIE IEPUBACKYIIIPHbIE
npoctpancTBa BupxoBa—PobuHa B 00nmacTi 6a3anbHbIX
s1ep ¢ 00enux CTOPOH.

KonBekcuTanpHble 00p03/16I OONIBIIOr0 MO3ra He-
PaBHOMEPHBI, YITyOneHs!. JKeyIoukn Mo3ra pacimpeHsl,

PucyHok 1. KOpTUKAABHOS aTpOdoMms

e-mail: medalfavit@mail.ru

MeanumHckmmn aadpasmt Ne32 /2025. HeBpoAorusg 1 NCUxmMaTpus (4)



PucyHok 2. HoaexHbI Bromapkep arg PSP, atpodous cpeaHero
MO3rQ: BOTHYTbIM BEPXHUM KOHTYP M HM3KOoe midbrain o pons co-
OTHOLLIEHME — OKOAO 0,14 npun Hopme He meHe 0,24

OTHOCHUTEJIBHO CHMMETPUYHBI, NIMPUHA Ha YPOBHE TE
15 MM, ¢ 30HaMU IEPUBEHTPUKYIIIPHOTO Jelikoapeosa. 111
AKEMyoUeK 10 9 MM MIMpuUHOL, [V xemynouek He H3MEHEH.
CtBON MO3ra HE U3MEHEH, CPEJHUI MO3T ¢ IpH-
3HAKaMHM arpou, BEpXHUI KOHTYp CPEIHETO MO3ra
BOTHYTHIN. COOTHOLIEHHE IIOIMAIU CPETHETO MO3Ta
K MOCTY Ha CaruTTaJIbHBIX ckaHax cocTtasiuseT 0,13
(puc. 2). Mocrt, poA0ATroBaThiii MO3T HE U3MEHECHEI.
3aknrouenue: MP-kapTHHa aCHMMETPUYHON BUCOY-
Hoii arpodun (MTA 2,5), arpocuu cpenHero Mosra
C HU3KHUM COOTHOLIEHHEM cpeHero Mo3ra k Mocry (0,13
ipu HopMe He MeHee 0,16 wiu 0,20, o pa3HbIM UCTOUYHH-
kam). B muaamuke ¢ 2023 T. 3aMETHO POTPECCHPOBAHIE
BHUCOYHOH aTpo(yH, HECKOJILKO OOJIbIIE CIIeBa.
Yemanoenen ouaznos: nereneparusHoe 3a0oreBaHue
IMHC. KoptukoOa3aibHast AereHepays ¢ CHHAPOMOM
MIPOTPECCUPYIOLIETO HAABAAEPHOTO Napanuya. Juzap-
TpUs, TICeBIOOYILOApPHBIA CHHAPOM, TETpaupaMHuaHast
HEJIOCTaTOUYHOCTb, CUHJPOM «UY>KOU PyKI», KHHETHYE-
CKasl altpaKcysl, alpakCcust XObObI C YaCTHIMH MAJICHHUSIMH,
CHHJIPOM KOTHUTHBHBIX Hapyuiennit (MMSE 24 6anna),
HapymeHne (GyHKIMH Ta30BBIX OPTaHOB IO THITY He-
JiepxKaHug MOYH. ApTepuanbHas TUIepTeH3us 3-1 CT,
puck 4. XCH I ®K II (NYHA)). Atepockiiepo3 Opaxu-
onedabHBIX COCYZI0B TeMOIMHAMIYECKH HE3HAYUMBIH.
Iocne suinucku u3 cmayuoHapa pekoMeHO08aHo:
npueM MeMaHTHH 20 MT B JIeHb JUIMUTEIbHO (Ha4aTh
IIPHEM C 5 MI/CYT C IOCTEIIEHHBIM HapalluBaHUEM
JIO3UPOBKH HA 5 MI/HEN), IPOAOIDKUTH TPHUEM aHTH-
TUIIEPTEH3UBHBIX IpenapaToB. Y YUTHIBas Hedp(ek-
TUBHOCTH IIpUEMa MPENapaToB JIEBOAONLI, JaHHBIE
rpernapaTsl He ObUIM PEKOMEH/IOBAHBI.

Oocy:xaenue

[MarmenTka nmeet rpyOyro HEBPOJIOTHYECKYIO CHMIT-
TOMATUKYy C IMOCTOSIHHBIM IPOIPECCUPOBAHUECM B TCUCHUEC
JABYX JICT. Ha aM6YJ'IaT0pHOM 9Tale MalrueHTKES yCTaHaB-
JIMBAJIMCh MHOT'OUYHUCJICHHBIC JTUAI'HO3bI. B YaCTHOCTH,
YUYUTbIBasA B aHAMHE3C HAJININUC apTepHaJ'[LHOﬁ Trumnep-
TOHHUU U aTCPOCKIICPO3a 6anI/IOII€(1)aJ'II)HLIX COCYIOB,

nipoBoawIcs T hepeHINANEHBIA JUarHO3 ¢ XpOHUUYECKOH HIlleMuer
TOJIOBHOTO Mo3ra. Ho Hannume cuHIpoma «4qy»Xoil pykn», rpyoble
HapyIIEHHs XObObI C MaJICHUSAMHE, HeAAEpXKaHUEe MOYH, OBICTPO ITPO-
TPeCCUPYIOIINE KOTHUTUBHBIE HAPYIIEHUS] C U3MEHEHHUSAMU BBICIIINX
KOPKOBBIX (DYHKIIMI Ha paHHHX 3Tarax 3a001eBaHus HEXapaKTePHBI
JUISL XPOHUYECKOTO HapyIIeHHs MO3TOBOTO KpoBooOpamieHus. Takxke
n3MeHeHus 1o fanHeiM MPT ronoBHOro Mo3ra B BUJie KOPTUKAJIbHOM
arpouu HE MOTYT OOBSICHUTh BBIPAKEHHYIO OBICTPOIIPOTrpeCCUpY-
IOLYI0 KIMHUYECKYIO KAPTUHY Yy Halllel NallMeHTKU IPU HATHYUN
KOMIIEHCPOBaHHOTO COMAaTHUECKOIO CTaTyca.

Bonesns [TapkrHCcOHa OblTa UCKITIOYEHA W3-3a MaJlol S QEKTHB-
HOCTH IIPENapaToB JEBOAOIBI U OTCYTCTBUS TPEMOPA MOKOS.

s MmyneTHCHCTEMHON aTpoduu, UMEIoNIel aCHMMETPUYHBIH
AKUHETUKO-PUTUAHBIA CUAPOM M MUOKJIOHUH C TMPAMHIHBIMU 3Ha-
KaMH, HE XapaKTepbl HapyILICHHs BEICIIMX KOPKOBBIX (DYHKIMI B BUJIE
arpakcud, adazuu, pa3BUTHS IEMEHIHH.

Hanuune cunapoma mapkuHCOHHU3MA C pa3BUTHEM KOTHUTUBHON
JUC(YHKINH BIUIOTH 10 AEMEHIMN XapaKTepHO IJIsl OOJIE3HN C TeJlb-
namu JIeBH, HO OTCYTCTBHUE 3pUTENIFHBIX TAJUTIOIMHALNI U TPYOBIX
(IFOKTYaIMi ICUXMYECKOTO CTaTyca UCKIII0YaeT JaHHYO ITaTOJIOTHIO.

st Gone3nu AnplreiMepa BbIpaKCHHBIC HEBPOJIOTHUECKUE
MIPOSIBJICHUSI XapaKTePHBI JIMIIb HA MO3IHEH cTaaun 3a0oneBaHus,
TOrZa KaK B HaIlleM KJIMHUYECKOM cilydae B JIeOroTe 3a00eBaHus
HaOIo1a1ach HEBPOJIOTHYECKas CUMIITOMATHKA.

JU1st 130JIMpOBAHHOIO MPOTrPECCUPYIOLIETO HAbSIEPHOTO Napatu-
Ya XapaKTepHbI YacThle Ma/IeHHs Ha (OHE BEIPAKEHHON OCTYpaJIbHON
HEYCTOMYMBOCTH Ha IIEPBOM IOy 3a00JIeBaHMsI, Tapainyd BEPTH-
KaJIbHOTO B30pa BHU3, OTCYTCTBHUE HAPYyIIEHUS BBICIIMX KOPKOBBIX
(byHKIMH ¥ XapakTepHble n3MeHeHus 1o JanHeiM MPT ronoBHoOrO
Mo3ra B BUjie rpy0oii arpouu cpesHero Mosra.

Takum 00pa3oM, B TaHHOM KJIMHHYECKOM CiTydae uMeercs: peHo-
THUI CHHAPOMA NPOrPECCUPYIOLIEr0 HAABSAECPHOIO Mapaanya, acco-
LIMMPOBAaHHBIN ¢ KOpTHKOOa3aIbHOH JiereHepanueii. B ximHngeckon
KapTHHE 3TO NPOSIBISIETCS IPOrPECCUPYIOIIUM NOPaKEHUEM KOPKOBO-
MIOJKOPKOBBIX OTAETIOB FOJIOBHOTO MO3ra C KIIMHUUYECKON KapTHHOU
TMIOKMHE3UH, PUTUIHOCTH, C UIEOMOTOPHOH alpakCHeil 1 CHHAPOMOM
«4yKOH KOHEYHOCTU», IOCTYPATIbHON HEYyCTOMUUBOCTBIO, TA30BBIMHU
HapYIIEHUSAMU [0 TUITY HEJIep>KaHUs MOYH, 3aMEUICHHEM BEPTHUKAIIb-
HBIX CaKKaJl, KOTHUTUBHBIMU U NTOBEIEHYECKIMH PacCTpOUCTBAMHU
B pe3yibTaTe TUCc(YHKINH JJOOHBIX J0JEH.

3akaouenne

Takum 00pa3zom, kopTuKoOa3aabHasl IereHePaIis B COYCTaHUI
C MPOrPECCUPYIOIINUM HAIbSIIEPHBIM MAPAITUYOM SIBJISIETCS CIIOXKHO
JIMArHOCTHPYEMbIM 3a00JIeBaHUEM, OCOOCHHO HA PAHHUX CTaJIHAX, H JIc-
YCHUE MPOTUBOIIAPKUHCOHUUCCKIMH TIperapaTaMu Majo3(peKTUBHO.

Y4acTre aBTopoB. ABTOPbLI MOATBEPXKAQIOT COOTBETCTBME CBOETO QBTOPCTBA MEXAYHA-
POAHbIM KpuTeprem ICMJE (BCe aBTOPbI BHECAM CYLLIECTBEHHbIM BKAGQA B PA3PABOTKY
KOHLENUMK, NPOBEAEHME MCCACAOBAHMSA M MOATOTOBKY CTATbM, MPOYAM M OAOBPUAM
COUHAABHYIO BEPCUIO Nepea nybAnkaumer).

Author contribution. The authors made a substantial contribution to the conception of
the work, acquisition, analysis, interpretation of data for the work, drafting and revising
the work, final approval of the version to be published and agree to be accountable
for all aspects of the work.
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MeTabonomHble NpeauKTOpbl OTCYTCTBUSA OTBETa
Ha Tepanuio MeToTPeKCaToM y NaLneHToB

C peBMaTOUAHbIM apTPUTOM

A.M. Mycaeeq, U.B. MeHbLunkoBa, C. A. AnnoAoHoBaq, K. M. lLlecTakosa

PrAQY BO «lepBblit MOCKOBCKMIM TOCYAQPCTBEHHbIM MEAMLLUHCKUIA YHUBEPCUTET MMEHM
M.M. CeveHoBO» MUHUCTEPCTBA 3APABOOXPAHEHUS Poccuimckon Peaepaumm (Cev4eHOBCKMM

yHuBEpPCUTET), MOCKBA, Poccug

PE3IOME

LieAb. OnpeaeAnTs rpyrnny MmeTaboAMTOB, MOTEHUMAABHO XAPAKTEPMUIYIOLLIMX OTCYTCTBME OTBETA HA MHULIMMPOBAHHYIO Tepanmio 6Aa3mMCHbIMM
MPOTMBOBOCMIAAMTEABHBIMM MPENAPATAMM (METOTDEKCATOM) Yepe3 24 HeEAeAU, HO OCHOBE AHOAM3A B3AMMOCBA3M MEXAY NAPAMETPAMM AKTMBHOCTHU
M1 UCXOAHBIM METABOAMYECKMM MPOCHUAEM.

MaTepuanabl u MeToAbl. B OCHOBHY!O rpynmny BOLLIAM 37 NaumeHToB C PA (Bo3pacT 57,51 [52,63-62,40] aeT, 12 my>xamH [32,4 %]) KOTOPbIM BbIAQ MHULMMPOBAHA
TEPANUS MeToTpEeKCaTom (MTX), B KOHTPOAbHYIO rpynmny — 31 3A0P0BbIM A0BPOBOAEL, (BO3pACT 41,00 [30,00-44,00] roa, 11 myxymH [35,5%]). MeTtaboAuTbl
MAQ3MbI KPOBM Y4ACTHMKOB MCCAEAOBAHMS AHOAM3MPOBAAMCH C MOMOLLIbIO CBEPXBLICOKOIADCDEKTMBHOM XKMAKOCTHOM XPOMATOrPACOMM B COYETAHMM
C TAHAEMHOM MACC-CNEKTPOMETPHEN. AHAAM3 METABOAOMHOTO MPOCOMAS Y MALMEHTOB OBEMX DY MPOBOAMACS HO MOMEHT BKAIOYEHMS B MICCACAOBAHME.
Yepes 24 Heaean Tepanm MTX NAUMEHTAM OCHOBHOM rPYMMbl MPOBOAMAOCH KOHTPOABHOE OBCAEAOBAHNE AAS OLLEHKM 3QPCDEKTUBHOCTU AeveHms. OTeeT
HQ TEPANMIO OMPEAEAIACS MO AOCTUXKEHUIO HM3KOM AKTMBHOCTHM 3060AEBAHUS MAM KAMHUYECKOM PEMMCCHM MO LLKAAE QKTMBHOCTH 3a60AeBaHMS (DAS 28-
CPb), HO OCHOBQHMM YEro NALMEHTbI OCHOBHOM rPyMrbl ObIAV PA3AEAEHbBI HO (OTBETYMKOB) U (HEOTBETYMKOB) HO TEPAMMIO.

Pe3yAbTaTbl. KAQCCHI METABOAMUTOB, CTATUCTMHECKM 3HAYMMO PAAMYABLLMXCS Y MALMEHTOB C PA 1 3A0P0BbIX AOBDPOBOABLIEB, COCTABUAM AMMHOKMCAOTHI
C PO3BETBAEHHOM LLEMbIO, METABOANTHI TOMMTOCOAHQ, XXMPHbIE KMCAOTbI M METABOANTHI LIMKAQ MOYEBMHbI. Yepe3 24 Heaean Teparin MTX 16 NAUMEHTOB AOCTUMAM
PEMUCCUM[HU3KOM AKTMBHOCTM 1Mo DAS 28-CPb 1 21 — yMepeHHOH /BbICOKOM QKTMBHOCTH. oM 3TOM MAUMEHTbI, OTBETMBLLIME HA AeYEHME MTX, MICXOAHO MMEAM
CTATMCTHYECKM BOAEE BbICOKMI yPOBEHD AKTMBHOCTM MO DAS28-CPb B CPABHEHMM C MALMEHTAMM, HE OTBETUBLLIMMM HA Tepanmio MTX (4,80 [4,40-5,45] npotms
3,99 [3,32-4,98], p=0,006). ICXOAHO NALMEHTbI TPYMMbI (OTBETYUKOB) M rOYMIMbI (HEOTBETYMKOB) BblAM COMOCTABUMSI MO BO3PACTY (56,27+16,58 1 54,91+11,03 roaa
COOTBETCTBEHHO, P=0,766) 1 MOAY (My>X4nH 4 (25,0%) n 5 (22,7 %) cootseTrctseHHO, p=1,000). OAHOKO CpeAm NALMEHTOB, HE OTBETMBLLIMX HQ Tepanmio MTX, Bbir0
60AbLLIE BOAbHbIX, CEPOMO3UTUBHbIX KOK MO PEBMATOMAHOMY cpakTopy (PP) [16 (76,2 %) npotus 10 (62,5 %), p<0,05], TQK M MO QHTUTEAQM K LIUTRYAAMHUPOBAHHOMY
Genky (ALLM) [16 (76,2%) npotms 8 (50,0%), p<0,05], a yposeHb ALILIM GbiA CTATUCTUYECKM 3HQYMMO BbILLIE B CPABHEHMM C rPYNNoM NALUMEHTOB, OTBETUBLLIMX
Ha repanuio (20,00 [10,00; 422,50] npoTue 400,00 [100,00; 520,00] Ea/ma, p=0,001). C MOMOLLIbIO METOAQ FACBHbIX KOMMIOHEHT C AOCTOBEPHOM OLLEHKOM MOKA3ATEAS
VIP-score (variable importance in projection) 6biAa CGPOPMUPOBAHA MAHEAL BUOMAPKEPOB-MPEANKTOPOB MOTEHLMAABHOTO OTCYTCTBMS OTBETA HA TEPANMIO
MTX, koTopas Bkatoyaaa acnaptart (p<0,05), rayramar (p<0,05), 6etamH (p<0,05), aumetnaranumH (p<0,05), TomntogoaH (p<0,05), XMHOAMHOBYIO KMCAOTY (0<0,05),
OKTQHOMA-KAPHUTUH (p<0,05), AeKQHOMAKQPHMTHH (p<0,05), ACUMMETPUYHBIF AUMETUACPIMHUH (P<0,05) 1 ypuamH (p<0,05).

3akAloyeHue. ViIccaeA0BaHME METABOAOMHOIO MPOCOMAS MALMEHTOB C PA AEMOHCTPUPYET MOTEHLMAA AAS MPOTHO3MPOBAHMS OTBETA HA TEPAMMIO, YTO
B OYAYLLIEM MOCAYKMT OCHOBOM AAS PA3PABOTKM BOAee 3GDCDEKTUBHBIX TEPAMEBTUYECKUX CTPATEMMM M CO3AQHMS TAPreTHOM Tepanu, HanPABAEHHOM
Ha MeTaboAnYeCKHE MPOLLECCHI.

KAIOYEBLIE CAOBA: peBMATOUAHbIN QPTPMT, METADOAOMHOE MPOCOUAMPOBAHME, METABOAMTLI, BMOMAPKEPEI.

KOH®PAUKT UHTEPECOB. ABTOPSbI 3QSBASIOT OB OTCYTCTBMM KOHGDAMKTA MHTEPECOB.

e-mail: medalfavit@mail.ru
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