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TepHoninbcbKull HauioHaabHuUl meouyHul yHisepcumem imeHi . A. lopbadescbko2o0 MO3 YKkpaiHu,
TepHoninb, YKpaiHa

KJIIHIKO-NMAPAKJIIHIMHI OCOBJIMBOCTI KOPTUKO-BA3AJIbHOI AEFEHEPALLIT

PE3KOME. KopTuko-6a3anbHa fereHepauina (KOB) — piakicHe HelipoaereHepaTvBHE 33XBOPHOBaHHA. MpOBigHUM
CUHAPOMOM MPW Hill € aCMMETPUYHA PUTIAHICTb Ta akiHe3in, ToMy aAndepeHUinHni giarHo3 3 xBopoboto MapkiHcoHa (XIM),
0c06/1MBO Ha PaHHIX CTaAiAX 3aXBOPHOBAHHSA, € CKNIALHUM.

MeTa aocnipg>KeHHs — OLiHUTK KJTiHIKO-NapakJiiHiYHi ocobamnsocTi KBC, ik 0AHOro 3 HanvacTiwnx deHoTunis Kb,
ONA NoKpaLLaHHA AndepeHLinHoT AiarHoCcTnKM 3 XxBopo6boto MapkiHcoHa.

Marepian i MeTogu. O6cTexeHo 6 xBopux 3 aiarHozom KBC BikoMm Big 52 A0 64 pokiB. YCiM XBOpMM NpoBefeHO
KNiHIKO-HEeBpOJIOriyHe Ta HEMPOMCUXOIOTiYHE O0BCTEXEHHSA: AOCNIAXKEHHA KOrHITMBHUX dyHKLi (MoCA-TecT, 6aTapes
NobHux TecTiB (FAB)) BU3HAUYEHHSA PiBHS TPMBOXHOCTI Ta Aenpecii (wkana HADS); BU3HaYeHHS HEeMPOBi3yaslbHMX Xapak-
TEePUCTMK 33 JoNOMOroto MPT rosioBHOro MO3Ky.

Pe3ynbTaTu. [0Y4aTKOBI NPOSBN 33aXBOPIOBAHHA BYAM HAaCTYNMHMMMK: 04HOBIYHA puUrigHicTb i onirobpaankiHesia,
CMMNTOM “Bifi4y>KeHOT pyKKn”, ANCTOHIA, MiOK/IOHYC, MOPYLLUEHHA XOAM, anpakCia KiHLiBKKN, CTaTUKO-KIHETUYHUIN TPEMOP,
npobsieMu 3 MoBo. Yepes 3—4 poku Mic/1si NepLUMX 03HAK XBOPOOM Y BCiX XBOPMX PO3BMBABCA aCMMETPUYHWNI aKiHeTH-
KO-pUTigHMIA NapKiHCOHI3M. HarnowmnpeHilmMMm NposiBaMmn CTaBanun onirobpagukiHesis —y 83,3 %, CMHAPOM «Bigyyxe-
HOI KiHLiBKM» —y 66,7 %, ieOMOTOPHA anpakcia —y 66,7 %, NOCTypaJibHa HecTabinbHiCTb —y 50,0 %, 0AHO6IYHA ANCTOHIA
KiHUiBkM — y 50,0 % nauieHTiB. KOrHITMBHI NOPYLUEHHA CAraJn piBHA AeMeHLUii 38 JaHMMWN HEMPOMNCUXOJIOTIYHMX KA.
CepegHin 6an 3a wkanoto MOCA cknas (18,2+0,4) 6anis, a 33 wkanoto FAB —(10,1+0,3) 6anis. MPT roJIoBHOro MO3Ky He
BMABMIANA cneumdidyHNX 3MiH Ha PaHHIX CTaLisX 3aXBOPIOBaHHS Y 66,7 % XBOpMX. Ha Ni3HiWwWnx cTagiax Ha MPT cnocTtepi-
rasiv NOMipHY acMMeTpUYHY aTpodito B TiM'AIHIV AiNAHLI Y/ B 334HiM NOBHIN Ta TiM'AHIN AiNAHKAX, 3HWXKEHHA CUTHAJY Bij
6a3asibHMX i4ep Ta PO3LUMPEHHSA HOKOBMX LUAYHOUKIB Y TOOHO-TIM AHUX LiNsSHKAX.

BucHoBKM. Hanbisbll 3HaYMMUMK andepeHLUiiHMMN KiHIKO-NapakiHiYHMMK o3Hakamu KBC Big XI1 €: neBogono-
PE3UNCTEHTHICTb, CUHAPOM «BiZIHY>KEHOT PYKM», AUCTOHIA Ta MiOKJIOHYC KiHLIBKM, anpaKCif, HAABHICTb PO3/1aAiB CKAAAHNX
BMAIB YyTAMBOCTI, aTpodia NOO6HO-TIM'AHNX AiNSHOK. TPYAHOLLi Y BCTAHOBJIEHHI AiarHo3y Kb Ha paHHixX cTagisx Handac-
Tilwe 3ymMoBJIEHI: MOHOCMMMTOMHICTIO HA MOYATKY 3aXBOPIOBAHHSA, HEAOOLHKOK iHLIMX HEBPOIOTYHMX CUMNTOMIB, Ti-

nepAiarHoCTMKOK CyAMHHOMO NapKiHCOHI3MY, BiACYTHICTIO TUMOBUX aTPOdIYHMX 3MiH NpY HEMpoBi3yanisauii.
KJIFOYOBI CJTIOBA: KopT1K0-6a3asibHa AereHepaLif; KOpTUKo-6a3asibHUI CUHAPOM; aTUMOBUI NAPKiHCOHI3M; AMC-

TOHIfl; CMHAPOM «BiA4YY>KEHOI KiHLiBKM»; AeMeHLUis.

Bctyn. KopTtnko-6a3ansHa gereHepauia (Kb)
HaIeXUTb OO0 PiAKICHMX HEMpoAereHepaTUBHNX 3a-
XBOPIOBaHb, il TOYHA YaCTOTa i NOLWMPEHICTb HEBIAO-
Mi. 3rigHo 3 ouiHkamu Togasaki and Tanner, BoHa
CTaHOBWUTb NPUBN3HO 4-6 % yCiX BUMNAAKIB NapKiH-
COHi3My i, MMOBIpHO, ii YacToTa cArae 0,62-0,92 Ha
100 Tuc. ocib Ha pik [1]. MoLMpeHicTb 3aXBOPIOBaH-
HA gopiBHtoe 4,9-7,3 Ha 100 TuC. ocib, a cepeaHeE BU-
>KMBaHHA Npun HboMy — 7,9 pokis [1]. XBopoba po3Bu-
BAETbCA NepeBaXKHO Ha 6—8 AeKafi XXNTTA; cepeHin
BiK MoABM CMMMTOMIB — 63 poku [2]. He BuasneHo
reHaepHux BiaMiHHocTen npu KB/, Xxo4ya pe3ysibTa-
TV OesKux AocCniaXeHb CBiaYaTh Npo nepesary oci6
XiHouoi cTaTi [3]. KB/, € cneundiyHMM po3nagom Hen-
POHHOI Mepexi, Ak i y Bunaaky 3 6aratbMa iHWNMMN
HenpoAereHepaTMBHMMM 3axBoptoBaHHAMU. Crio-
YaTKy BOHA BPaXKA€E AoOpcCoaaTepasnbHy npedpor-
TaNbHY KOPY Ta JlaHUtorn 6asanbHMX raHriie, 6inb-
LWiCTb 3a[IHIX AiNIAHOK BTATYIOTHCA MO Mipi nporpecy-
BaHHA xBOpobu [4].

Mepwwnin yitknin onnc Kb, npeacrasman Rebeiz
et al. y 1968 poui, BiH cTocyBaBCA TpbOX NALLIEHTIB i3
CNOBINbHEHUMM | 36iAHEHNMM [OBIIBHUMU PYXamu
KiHLIBOK, iX “3aepeB'AHIHHAM", TPEMOPOM, ANCTO-
HiYHOIO MOCTaBOM, M'A30BOK0 PUFiAHICTIO, po3/1ada-
MM HaBMKiB i NopyLueHHAMHK xoam [5].

B [aHWIM Yac BU3HAHO, L0 NAaTOJIONiYHO AoBese-
H1M KBP 4acTo NOYNHAETLCA IK KOTHITUBHMI abo no-
BeAiHKOBMIN po3naf. KpiM Toro, xapakTepHi KOTHi-
TMBHI Ta MOTOPHI 0cO6AMBOCTI He € cneundiyHMMHn
ana KB/, i MOXyTb BUHMKATW MPU iHLWIMX NaTOMOP-
donoriyHo BCTAaHOBJ/IEHMX HeWpoAereHepaTUBHUX
pO3/1a4ax, BKJIKOYAOUM MpOrpecyoymni Hag aaepHnn
napanid (MHIM), N"o6HO-CKpOHEBY A@MEHLLit0 Ta XBOPO-
6y Anburenmepa (XA) [6]. OctaTouHmi giarHos KB/,
AaK i MHM, Moxe 6yTn NiATBEpPAXEHUN nulie nicns
CMepTi, OCKiJIbKM Hapa3i HEMAE A0CTOBIPHMX BiAMiH-
HWX KJiHiIKO-NapakAiHiYHNX O3HaK /15 KiHLEeBOI Npu-
XWUTTEBOI AiarHoctuku [7]. Hacnpasgai, KBEP nigreep-
OKeHUN nnwe y 54 % KNiHiYHO AiarHoCTOBaHMX BU-
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nagkis KbC, a y pewtn BUSABAAIOTb TiCTOMOTNIYHI
3MiHW, XapaKTepHi 4NA iHWKUX HenpoaereHepaTmB-
HWMX PO3/1aAiB, Taknx Ak XA abo MHIM [8].

KB, Hanexntb Ao Taynatin. LWicTb isodopm Tay-
NPOTEiHY eKCNPecytTbCs aJIbTEPHATUBHMM CrJ1an-
cnHroMm MPHK ek30HiB 2, 3 i 10 reHa MAPT (MikpoTy-
6ynspHO-acoLinoBaHNM NPOTEIH Tay), pO3TalLOBaHOIo
B XpoMocoMi 17 [9]. I3odopMa TaynpoTeiHy 3a1eXnTb
Bi HaABHOCTI TPbOX (3R) UM YOTMPLOX (4R) MiKpOTY-
6ynApHNX 3B'A3YIOYMX OINSHOK. Y Cy4yacHii Moneky-
NApHIN knacnodikauii NnobHo-ckpoHeBoi obapHoi ae-
reHepauii Kb, nopsa 3 MHI, KonekTMBHO Knacudi-
KytoTbCA AK 4R-Tayonaria [10]. MaTomopdonoriyHoto
o3Hakoto KB/, € HanaBHiCTb 6a/IOHOBAHNX YN axpoMa-
TUYHMX HEMPOHIB, fAKi PO3TAlLOBaHi MepeBa)KHO B
KOPTUKANbHIN Cipii pe4yoBUHi, piawe — B 6a3anbHUX
raHrnisx [11], acTpounTapHux 6J1AWOK, HEMPOHHNX
BKJIOYEHb, HATOK Ta CMipasibHUX Tin [12, 13]. MoxuBi
TAKOX OJ1iroAeHApPOr/ia/ibHI BiAKNaA€HHS TaynpoTeiHy.

MpoTarom 6aratbox pokiB 6ys1M 3aNponoHoOBaHi
pi3Hi Habopu AiarHOCTUYHNX KPUTEPIIB, OPIEHTOBAHI
BMKJIIOYHO Ha npeacTaBaeHi KBC sk KB, [14]. OcTaH-
Hi KNiHIYHI giarHOCTUYHI KpuTepii, SKi 6ynn BBeAeHi B
2013 poui, Mann Ha MeTi po3WMpUTK GEHOTMNOBUN
cnekTp KB/ WIAXOM BKJIHOYEHHA Pi3HOMAHITHMX
KJiHiYHMX deHoTunie [15]. Li kpuTepii 6a3yBanmcb
Ha K/iHIKO-NaToN0riYHMX gocnigxeHHax Kb/, Ta Ha-
Marasnca mnpointoCTpyBaTM BeJIMKE Pi3HOMAHITTA
KBC Tta KB/J. Buxogaum 3 unmx Kputepiis, BU3Ha4YeHO
N'ATb KJIHIYHUX CUHAPOMIB, AKi NAaTOMOpPbONOriYHO
MOXYTb MPOABAATUCA 3MiHaMK, TuNnoBumu ons Kb/,
Jo H1X HanexaTtb: MOXAnBUKM Ta MmoBipHU KBC;
$pOHTaNbHNI NOBEAiHKOBOMPOCTOPOBUN CUHAPOM
(®nnc); cMHapoMm He BiNbHOT NEPBMHHOI Nporpecy-
toyoi adasii (nfa-PPA) Ta cungpom MHM [4]. Bes ric-
TONOTIYHOrO NiATBEPAKEHHA KIHIYHO BUAINAIOTb
MOXAMBY Ta MMoBipHYy KB/, [15]. [diarHo3 MoXanBoi
KB/ rpyHTYETbCA Ha TAaKMX KPUTEPIAX: NOCTYNOBMM
Mo4yaToK 3 MPOrpecyBaHHAM MPOTArOM MPUHANMHI
1 pOKy; BiK Ha NMO4YaTKy 3axBOPHOBaHHA =50 poKiB;
BiZICYTHiCTb CiMeMHOro aHamHe3y abo BigoMnx MyTa-
Ui TaynpoTeiny. 3 n'aTn GeHoTMNIB ine MOXIN-
Bt KBC, ®MMC Ta nfa-PPA (3 8o4aBaHHAM O3HaKu
KBC) MatoTb NpaBo Ha giarHo3z moxsmeoi KB, Ona
AiarHo3y nmoBipHoi KB kpuTepii € 6inbl M'akmMMu.
Bik noyaTky 3axBoptoBaHHSA =50 pokiB He € 060B’A3-
KOBMM, i AONYCKAETbCA MO3UTUBHUIM CIMEMHNIA aHAM-
He3 abo BigomMa MyTauif 6inka Tay. [iarHo3 NmoBip-
Hoi KB/, Mmoxe 6yTn BCTaHOBJIEHWUI NMPU HAABHOCTI
03Hak ¢deHoTmny moxansoro KbC, cuHgpomy ®Mrc
abo nfa-PPA (6e3 noaaTtkoBux o3Hak KBC) abo y Bu-
naakax INMHM 3 goaatkoBoto o3Hakoro KBC.

Ockinbkn nposigHMm cuHgpomoM npu KBB €
ACMMETPMYHA PUTiAHICTL Ta akiHesis, andepeHuin-
HWI giarHo3 3 X[, ocob6MBO Ha paHHiX CTafiax 3a-
XBOPHOBAHHS, € CKJIaAHNM.
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MeToto po60oTH 6yN0 OLiIHNTKN KNiHiIKO-Napaki-
Hi4Hi ocobnmBocTi KBC, AK 0gHOro 3 Ham4acTilnx
deHoTunie KBJ, ons nokpallaHHA audepeHUinHoi
AiarHoctmku 3 XI.

MarTepian i MeToau pocnip)keHHa. Etanu go-
CNig>KeHHA BK/ItOYANN:

BunsABNeHHA NaLI€EHTIB 3 aTMMNOBNM NAPKIHCOHI3-
MOM Ta BiACYTHICTIO BigMoBiAi Ha NnpenapaTtu J1eBo-
nonu (BCboro 24 xBopux).

BMKIHOYEHHS aflbTePHATUBHUX AiarHo3iB aTnno-
BOro NapKiHCOHi3My: 0/1iBO-NOHTO-LiepebenspHa Ae-
reHepauif, Hirpo-cTpiapHa paereHepauif, xBopoba
BinbcoHa — KoHoBanoBa, MHI.

Y HawKMx XBOPMX MaB MicLe AiarHo3 MOXJINBOI
KBA. Yci nauieHTM BiANOBIgaNM KpUTEPISIM AiarHo3y
«MOXJINBUN KOPTUKODAa3aNbHUIN CMHAPOMY®. 3a OC-
TaHHIMM KpuTepiamn, moxnmemn KbC xapaktepunay-
€TbCA ACMMETPUYHOLO HASIBHICTIO NMPMHANMHI ABOX 3
HaCTYMHMX cMMMTOMIB [15]: @) pUriaHicTb KiHLiBOK
ab60 akiHesis, 6) ANCTOHIA KiHLIBKK, C) MiOKJIOHIfA KiH-
LiBKK, MOC ABA 3 HACTYMHUX CUMIMTOMIB: I) anpakcia
KiHLiBKM, A1) YyTAUBI KipKOBi po3aau, €) ABMLLA «Bifd-
Yy>KEHOI» KiHLiBKM.

BignoBsiaHo [0 UMX KpUTEpIiB HamMu byno Biaibpa-
HO 6 XBOPWX BIKOM Bif, 52 [0 64 poKiB: 3 YOJI0BIKK Ta
3 XiHkW. CepefHin Bik 1e6IOTY 3aXBOPIOBAHHSA CKJ1aB
(54,9+1,8) p. TpnBasicTb 3aXBOPIOBAHHA CTaHOBWIA —
(3,1+0,7) p. Ha noyaTKy 3aXBOpIOBaHHA AjarHo3 «Mmo-
BipHOi KB/[l» 6yB BCTaHOBMEHWUI nnile 1 XBOpin. IH-
UMM XBOPWUM B Ae610Ti 3aXBOPIOBAHHSA BCTAHOB/IIOBA-
N Taki giarHo3u: “Xsopoba MNapkiHcoHa”, “CyanHHun
NapKiHCOHI3M". YCiM XBOpMM NpoBeAeHO AeTasibHe
KNiHiKo-HeBpoJioriyHe obcTexxeHHs. Henponcmxoo-
riyHe ob6cTeXXeHHA BKJ1HOYA10 AOCAIAXKEHHSA KOTHITMB-
HUX yHKUin (MoCA-TecT, 6aTapesa JIOOHMX TecTiB
(FAB)), BU3HaYeHHA PiBHA TPMBOXHOCTI Ta Aenpecii
(wkana HADS). MeTogoM MarHiTHO-pe30HaHCHOT To-
Morpadii (MPT) ronosHoro Mo3Kky (MagnetomAvanto
1,5 Tc, Siemens) gocniaxxyBanncb HeMpoBi3yasbHi Xa-
pPaKTepUCTUKM, 30KpeMa aTpodia Ta BOFHULLEBI 3MiHW.

Pe3ynbTaTu. [104aTKOBI NPOSIBM 3aXBOPIOBAHHA
y 4 (66,7 %) NauieHTiB NpOABNANNCA ABMLLAMM OOHO-
6iyHOi purigHocTi Ta onirobpaankiHesii. CumnTom
“Bigyy>xeHoi pykn” cnoctepiraBcay 3 (50,0 %) y nauji-
€HTIB. JJMCTOHIYHI NpOsiIBM B pyLii BUABJIEHO Y 2 NaLi-
€HTOK. |HLWIi NOYATKOBI CUMNTOMMU: MIOKJIOHYC — Y 2
(33,3 %), nopylueHHA xoam —y 3 (33,3 %), anpakcia
KiHUiBKM — y 2 (33,3 %), CTaTUKO-KIHETUYHUI Tpe-
Mop-B1 (16,7 %) nauieHTa. Y 5 (83,3 %) XBopuX y>xe
Ha MoYaTKy 3aXBOPHOBAHHS crocTepiranaca ogHobiy-
HicTb abo 4iTka acMMeTpia pyxoBux po3sagis. MNose-
OiHKOBI 3MiHM HA NOYATKY 3aXBOPIOBAHHSA y BUrNA4i
anartii, BTpatn iHTepecy Ao pob6oTn, HEHANEXHOro
OOTPUMaHHA TirieHn BigMivanuca y 2 (33,3 %), a
npob6nemu 3 MoBoto -y 4 (64,8 %) NauieHTiB. Y 3 XBO-
pUX Mana Micue aMHecTM4Ha adasia, B 1 — anpakcia
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MoBMU (KiHECTETUYHWIA BapiaHT), y 2 — An3apTpia rino-
KiHETUYHOro XapaKkTepy.

Yepes 3—4 poku Mic/ig NepLumMx 03HaK XxBopobu
HaMMoLWMpPEHIWNMN NposiBaMK CTaBann onirobpa-
OnkKiHesia —y 5 (83,3 %), CMHAPOM «BigYy>KEHOI KiH-
LiBku» —y 4 (66,7 %), anpakcia —y 4 (66,7 %), nocty-
pasibHa HecTabinbHicTb — y 3 (50,0 %), oaHobiuHa
ONCTOHISA KiHuiBkn —y 3 (50,0 %) nauieHTiB. MepeBa-
>KaJsia ifeoMOTOpPHA anpakcisl, Xo4a y 2 NaLieHTiB BU-
ABNANINCA 03HAKWM i KiIHETMYHOI aTakCil y KiHLiBKaX,
flka XapaKTepu3ye po3naj BUKOHAHHA APiOHMX Mo-
TOPHMX pPyXiB Yepe3 MOPYLUEHHA Ha 3aBepLUAIbHIN
CTafil MOTOPHUX eHrpam y npedpoHTasbHIA KOpi.
Mu BMABNIAIN HASIBHICTb KiHL,EBO-KiIHETUYHOI anpak-
Cil, NpOCAYN NALIEHTIB LUBMAKO NOMEPEMIHHO NMPOTK-
CTaBNATU BEJIMKUI NMaselb A0 CBOro BKasiBHOro, ce-
peaHboro, IV nanbuis Ta Mi3mHus. Mig yac nepebiry
3aXBOPHOBAHHSA MPAKTUYHO Y BCiX XBOPUX PO3BMBAB-
A acMMeTpuyHnin abo OAHOCTOPOHHIN akKiHeTUKo-
pUrigHWM NapKiHCOHI3M i po3niag xoau. Y Bcix obcTe-
>KYBaHMX MaB Micue xoya 6 oAWH NapKiHCOHIYHMM
CMMNTOM — pUrigHicTb, bpagukiHesia abo Tpemop,
npuyoMy vy 4 (66,7 %) Big3Hayanoca ABa i 6inblue.
BiAnoBiAHO A0 OCTaHHIX peKoMeHAauil XBOpUM
npobHo Ha 2 Micsaui NpM3HayaaM nNpenapaTtu JieBo-
nonu B f03i 1000 Mr Ha goby. Mo3nTnBHa peakdLisa Ha
nleBoony cnocTepiranacs anwe B 1 nauieHTKW. Y 2-x
XBOPUX MaJsio Micue popMyBaHHA Tak 3BaHOro “Aunc-
TOHIYHOrO Kynaka" — CTUCHEHOI KUCTi 3 MasbuaMu,
3irHyTMMW HaBKOJIO BEJINKOrO NasibLs, NpUBeAeHo-
ro Ao AOJoHiI. MipaMigHMM CMHAPOM BUABMEHO Y 2
(33,3 %) naujieHTiB.

Y BCiX MAUIEHTIB BUABNEHO O3HAKM YPa>XKeHHS
KOpM: KipKOBi MOpPYLEHHA YyTAMBOCTI, pO31aamn
nam’aTi. KOrHiTMBHI NOpYLUEHHS CAraan piBHA AeMEH-
Uil 38 4AHMMWN HEMPONCUXOJIOTIYHMX WKasl. YCi XBopi
MaJi1 po3/1agu NaM'aTi AK OAMH 3 NepLUNX NPoABIB 3a-
XBOPIOBAHHS, 30KPEM3, KOPOTKOYacHOI nam'sTi. Ce-
peaHin 6an 3a wkanow MOCA cknas (18,210,4), npu
YOMY HaMHMX4Mn 6an 6yB OoTpMMaHWMN 3 pybpurKK
«30POBO-KOHCTPYKTMBHI HaBn4YKm» — (2,2%0,2), nig vac
BMKOHAHHSA AKOI Yy MaLi€HTIB CnocTepiranaca TeHOeH-
Lis [0 CNPOLLEHHA 3aBAAHb, CXWMJIbHICTb A0 iMMYyJib-
cnBHocTi. CepepnHinn 6an 3a wkanowo FAB cknas
(10,1%0,3) 6anu, WO BiANOBIAAE PiBHIO AeMeHLT 106-
HOro Tvny. XXoZeH NauieHT He 3Mir BUKOHaTW 3aBAaH-
HA «LIBWAOKICTb MOBJIEHHA» Ta «Kynak-pebpo-goso-
HSI», WO CBiAYNTb NPO 3HAYHE YLIKOAXKEHHA ANHAMIY-
HOro npakcmcy. AHanisytoum pesynbTaTn, OTPUMaHI 3a
[OMoMOoroto LwKanam TpuBorn Ta genpecii HADS, 6ys
BMABNEHN CyOKNiIHIYHMI piBEHb TPUBOMK Y BCiX NaLi-
€HTIB, AleNPECMBHI NOPYLLEHHA Cy6KNiIHIYHOrO piBHA Y
2 MALi€HTIB, KNiHIYHOro —y 4 NaLji€HTIB.

KipKoBi NOpyLLEeHHA YYT/IMBOCTi XBOPi ONMCYBaN
AIK 3aTepraHHSA, NOKoJItoBaHHA abo “3agepeB’AHIHHA"
KiHLiBKW. |13 nporpecyBaHHAM XBOpobK yactum 6yno
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NOEAHAHHA PO3/1aA4iB ANCKPMMIHALIMHOI, ABOBMMIp-
HO-NPOCTOPOBOI YYT/IMBOCTI Ta CTEPEOrHO3Y i3 36epe-
XKEHHSM NOBEPXHEBUX BMAIB YYyTIMBOCTIi —Y 5 XBOpUX.
Onckanbkynis i po3nagn 30poOBO-NPOCTOPOBOro
CNPUNHATTA BMsABAEH y 3 (50,0 %) ocib.

MPT-kapTHa roJIOBHOro MO3KY He BUABAAJIA
cneundivyHMX 3MiH Ha paHHIX CTafifX 3aXBOPIOBaHHA
y 4 xBopuX. Ha ni3Hilmx cTagisx Ha MPTy 4 (83,3 %)
XBOPUWX BUABJSAIM MOMiIPHY aCMMETPUYHY aTpodito B
TiM'AIHIN AiNAHUI KOHTpRaTepanbHO A0 6inbL ypaxe-
HOT KiHUiBKK; y 2 (33,3 %) XBOPUX — ACUMETPUYHY
aTtpoodito 3agHboi N06HOI Ta TiM'AHOI AinAHOK, Y
3 (50,0 %) — 3HMXXEHHSA curHany Bia 6asanbHUX Agep
Ha T2-3BaXKeHNX 306pakeHHsX, Yy 4 (66,7 %) XBOpUX —
PO3LUMPEHHA BOKOBUX LLIYHOUKIB Y TOBHO-TIM'AHMX
AinAHKax.

O6roBopeHHA. Pe3ynbTaTh AOCNIAXKEHHA NOKa-
3a/11, WO HANYaCTilWMMKM PaHHIMK NMPOSAABaMU Y XBO-
pux 6ynn acumeTpurYHa purigHicTb, onirobpagukiHe-
3i8, cMMnTOM “BiAuy>XeHoi pykKu"”, AWCTOHIA, nopy-
LLUEHHS XO4M, CTAaTUKO-KIHETUYHUI TpeMop. MNpuyomy
y 83,3 % XBOPUX y>Ke Ha NOYATKY 3aXBOPHOBAHHSA CNo-
cTepiranacs ogHobiyHicTb abo YiTka acuMeTpia py-
XOBMX po3nagie. PeHoMeH “Bigyy>keHoi pykn” XBopi
onucyBanu Tak, Wo “pyka Hibn MeHi He HanexuTsb i
KMBE Ta PyXa€eTbcA cama no cobi”. Y Bcix XxBopux MaB
Miclue Tak 3BaHWN «I0O6HWI BapiaHT» “Bigyy>XeHol
pyKn", WO NpoABAABCA MUMOBIJIbHUMMK, ane Line-
CNPSIMOBAHNMM pyXaMu AOCAIAHMLBbKOIO XapakTe-
py, TaKMMW, WO [leHHi-bpayH Ha3nBaB NO3NTUBHUM
KOPKOBMM TPOMi3MOM. Y NaLI€EHTIB YacTO BMHUKAIN
TPYAHOLLi 3 4OOPOBI/IbHNUM 3BiJIbHEHHAM MNpeaMeTa
BiZl 3aXOMNJIeHHA, iHOAI MOXHa 6yno nobaunTtu, Sk
BOHM 3BiJIbHAJIN 3aXOMNJIEHNN NpeaMeT Bij, NasbLiB
“Biguy>keHoi pykn”, BUKOPUCTOBYHOUN MPOTUIIEXKHY
KOHTPO/IbOBaHY PYKY (L€ Ma€ Ha3BY TOHIYHOro 3a-
XOMJIeHHS abo "IHCTUHKTMBHOI peakLii po3yMiHHA").
Y nitepatypi AaHnn GeHOMEH TakoX OTPUMAaB Ha3BY
"MarHiTHa anpakcia" (BHacnigoK puriaHoCTi, AUCTO-
Hil, akiHe3il abo anpakcii). Ha BigMiHy Bia ANCTOHIT
PYXM «Biguy>XeHOI KiHLiBKM» 3a/1MLLANANCA Linecnps-
MOBaHMMMW y HanpAMKY Ao 06'ekTa. ANCTOHIYHI npo-
ABW NPOABAANCA AK NPUBELAEHHS i 3TMHAHHSA PYKM,
nepeaniyysa, 3an'acts Ta N'ACTKOBO-daNaHroBmx
cyrnobiB Ta po3rMHaHHA MixdanaHrosux cyrnobis.
Mpn NOBTOPHOMY CMNOCTEPEXEHHI BNPOAOBX POKY
ONCTOHIS He 3MiHWMMA CBOro xapakTepy. 3a nitepa-
TYPHUMW [AAHMMW HAWMNOLIMPEHIWMA MOYATKOBUMN
CUMMNTOM — Le He3rpabHicTb KiHLiBOK, WO 3adinae
OJIHY CTOPOHY TiNa, cnoyaTtky 3 purigHicTio abo Tpem-
TIHHAM 360 6€3 HMX, NOPYLLUEHHAM X0AW.

Ha nouaTky 3axBOpOBaHHA AjarHo3 «/MoBipHa
Kb[» 6yB BMcTaBieHUn nuwe 1 xBopin. Ha Haw no-
rnsg, npob6sieMHi MOMEHTWN BCTAHOBJIEHHS AiarHo3y
KB Ha paHHix eTanax xBopobu 6ynn crnpuyMHEHI
HaCTYNMHUM:
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1. MOHOCMMMTOMHICTIO MOYATKy 3axBOPto-
BaHHA (HafABHICTb JiWlLe PUriAHOCTI 41 onirobpa-
OVKiHesii);

2. ETionoriyHowo iHTepnpeTauieto ckapr nika-
psAmMuY;

3. BiACYTHICTIO HaCTOPOXEHOCTI Yy JiKapiB-He-
BPOJIOTiB L0400 HAsIBHOCTI HeMpoAereHepaTUBHUX
3aXBOPIOBaHb, BigMiHHMX Big XBOpo6M MNMapKiHCOHa;

4. TinepaiarHoctukoto «CyaMHHOro napkiHco-
Hi3My»;

5. BiacyTHicTio TMNOBMX aTPOdiYHUX 3MiH Npwn
HenpoBi3yai3aLii 3a HAABHOCTI CYAMHHMX 3MiH.

Mig yac nepebiry 3axBOpOBaHHA MPOBIAHMM
CTaBaB aCMMeTPUYHNIN abo OAHOCTOPOHHIN NeBoao-
No-pe3nNCTEHTHNN aKIHETUKO-PUTigHMA  NaPKiHCO-
Hi3M pa3oM 3 CMHAPOMOM «BifUy>XeHOI pyKWn», ifeo-
MOTOPHOIO anpakci€lo, NOCTypasibHOK HecTabinb-
HiCTIO, OAHOGIYHOK [OUCTOHIED KiHLiBKK. TakoxX
BiAMiYannca po3naan ANCKPUMIHALIMHOI, BOBUMIp-
HO-MPOCTOPOBOI YYT/INBOCTi Ta CTEPEOrHO3Y.

Y HelwonaBHbOMY OrJIA4i MAaTOMOrIYHO AoBeje-
Horo KB/, purigHicTb KiHLiBOK (85 %) Ta 6pagnkiHe-
3in (76 %) 6ynM HaMMOWMWMPEHIWNMM MOTOPHUMM
CMMMTOMAaMM, 3a3BMYal NOB'AI3aHMMM 3 BiACYTHICTIO
abo MuMHyLlO peakuieto Ha nesogony [16]. Puria-
HiCTb KiHLIBOK MO)e BigobpaxkaTu NoeAHAHHA nap-
KiHCOHIi3My, ANCTOHII Ta NapaToHii. MocTypasibHa He-
cTabinbHicTb, NaAiHHA Ta aHOMasibHa xo4a bynu 3a-
peecTpoBaHi BignosigHO v 78 %, 75 % T1a 73 %
nauieHTiB [16]. ANCTOHIA KiHLiBOK 6y/1a NpUCYTHA Y
37,5 % nauieHTiB 3 Kb/, [17], npoTe ii yactoTta 6yna
6inbwoto npm KBC. MioKJIOHYC € YaCTO 3HAXiAKO
npu KBC, acouinoBaHoMy 3 KB/J], Ha npoTuBary 3a-
rasibHin KinbkocTi xBopux 3 KB, (nnwe y 27 %) [18].
Tpemop BUHUKAE Y 39 % MaUIEHTIB i MOXe 6yTKn 3
KOMMOHEHTaMW CNOKO, MOCTYPaJIbHMUM Ta KiHETUY-
HMM [19]. B ogHOMY 3 focniaxKeHb 6yn0 NpoaeMOoH-
CTPOBAHO BWCOKY 4acCTOTy CMHOPOMY «Bifyy>XeHOoi
pyku» (77 %) Ta anpakcii (83 %) y xsopux 3 KbC [20].

33 pe3ynbTaTamMn HEMPOMNCMXOJIOTIYHOIO TeCTy-
BaHHS Y XBOPWX [AiarHOCTOBAHO KOTHITMBHI Mopy-
LUEeHHS, SIKi CnoCTepirasnca y>ke Ha paHHiX CTagiax
3aXBOPIOBAHHA | B NOJANbLUIOMY CArasav piBHA ge-
MeHLUii. MoKa3HMKKM WKanm FAB 3acBigunim npo Ha-
ABHICTb AeMeHLUii nobHoro Tuny. KorHitneHun gedi-
umT vy KB/l 3apa3 BM3HAETbCA 4YaCTMM MOYATKOBUM
NPOSIBOM i MOXXe NPOABJIATMCS 3a BiCiM poKiB A0 MO-
TOPHMX CUMNTOMIB, 3aN1€XHO Bif $¢EHOTMNOBOrO Ba-
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piaHTy. XapaKTepHUMM KOTHITMBHMMW 0COHBAMBOCTA-
Mn KB € pediunTt MoBM, Bi3yasibHO-NPOCTOPOBI Ta
BMKOHAaBYi ANCOYHKLT, anpakcia Ta noBeAiHKOBI po3-
nagn. CeMaHTMYHa Ta eni3oAnyHa nam’'aTb 3a3Bmyan
36epiraeTbcs, TOAI AK pO3/1aANM MOBM YacTo CrnocTe-
piratoTbCa Ha paHHix cTaaiax [19].

Y Hawux XBOPMX BUSBJIEHO BMCOKY YacTOTy
MOBHMX MOpYLUEHb (@aMHecTMYHa adasifa, anpakcis
MOBMW, AM3apTPis), TPMBOXHI Ta AenpecuBHi po3sa-
an. Adasia npucyTHa y nauieHTiB 3 KB/, i Moxe BKJ1tO-
4yaTh po3’'eqHaHy MOBY Ta MPOMYCK KPUTUYHUX CAiB
[16]. ¥ Mipy nporpecyBaHHsl XBopo6u NaLieHT MoXe
MOBHICTIO BTPATMUTM 34aTHICTb roBopuTw. Lli npobne-
MM YaCTO CYNpOBOAXKYHOTLCA APATIBAMBICTIO, Aenpe-
Ci€lo Ta KOPKOBO AeMeHLuieto [21].

Ha cboroaHilwHin aeHb giarHos Kb/ € nocmepT-
HUM i HeMae MPT-KpuTepiiB, AIKi MOXYyTb Bepudiky-
BaTW L& 33aXBOPIOBAHHA. BUsIBNEHI 3MiHW Y Halnx
MaLieHTIB NpM NpOrpecyBaHHi 3aXBOPIOBAHHS Yepes
3-4 poku (nomipHa acMMeTpuyHa aTpodis TiM'sHOT
OiNAHKN 4yM 060X 3a4HbOI NOBHOI Ta TiM'AHOT Aina-
HOK, 3HWXXEHHSA cuUrHany Bifa 6a3anbHUX Aaep, pos-
LUMPEHHS LUJIYHOYKOBOI CMCTEMM), ChiBnajatoTb 3
pe3ynbTaTaMu iHLWMX aBTOPIB, Wo 6ynun onybnikosa-
Hi paHiwe [22].

BucHoBKM. 1. Hanbinbw 3HaumMMnmn gudepen-
LiMHUMWN KNiHIKO-NapakAiHiYyHMMKM o03Hakamu KBC
Big XM €: N1eBOAONOPE3NCTEHTHICTb, CUHAPOM «Bif-
Yy>KEHOI pyKM», ANCTOHIA T3 MiOKIOHYC KiHLiBKM, Ha-
ABHICTb PO3134iB CKIaAHNX BUAIB YYT/IMBOCTI, aTpo-
$is NobHO-TIM'AHMX AiNAHOK KOpW 3a AaHMMK MPT.

2. TpypHoLi y BCTaHOBNEHHI AiarHo3y Kb Ha
PaHHIX CTafifX 3aXBOPHOBAHHSA HaMyacTille 3yMOB-
JIeHi: MOHOCMMNTOMHICTIO Ha NOYaTKY 33aXBOPOBAH-
HA, HEAOOUIHKOK IHLWNX HEBPOIOTYHNX CUMNTOMIB,
rinepaiarHoctukoto “CyAMHHOrO MNapKiHCOHI3MY",
BiZICYTHICTIO TUMOBMX aTPOGIYHNX 3MiH NPpKU HENPOBI-
3yasizauii 3a HAABHOCTI CYAVMHHNX 3MiH.

A>xepena ¢$iHaHCyBaHHA. 30BHilWHI Axepena
dpiHaHCcyBaHHS.

BHecok aBTOpIB:

H. P. Coxop — po3pobka iaei Ta An3arnHy gocni-
OXKEHHS, NPOBEeAEHHA ornsay NiTepaTypu Ta Hanu-
CaHHSA TEKCTY, 06roBOpeHHA pe3y/bTaTiB;

O. P. dcHin — dopMyBaHHA KoHUenNuii gochni-
O>KEHHS, BAKOHAHHS aHanisy.

KoHnikT iHTepeciB. ABTOpKN 3aABAAIOTb NPO
BiZICYTHICTb KOHDAIKTY iHTEepeciB.
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N. R. Sokhor, O. R. Yasniy

Ivan Horbachevsky Ternopil National Medical University of the Ministry of Health of Ukraine, Ternopil, Ukraine

CLINICAL AND PARACLINICAL FEATURES OF CORTICOBASAL DEGENERATION

SUMMARY. Cortico-basal degeneration (CBD) is a rare neurodegenerative disease. The leading syndrome of CBD
is asymmetric rigidity and akinesia, so the differential diagnosis with Parkinson’s disease (PD), especially in the early

stages of the disease, is challenging.

The aim - to evaluate the clinical and paraclinical features of cortico-basal syndrome (CBS), as one of the most
common CBD phenotypes, to improve the differential diagnosis with PD.

Material and Methods. 6 patients with a diagnosis of CBS aged 52 to 64 years were examined. All patients
underwentclinical-neurological and neuropsychological examination: cognitive functions (MOCA test, frontal assessment
battery (FAB)), HADS scale to determine the level of anxiety and depression;brain MRI.

Results. The initial manifestations of the disease were as follows: unilateral rigidity and oligobradykinesia,

symptom of "alien hand", dystonia, myoclonus, gait disturbance, limb apraxia, static-kinetic tremor, speech problems.
Asymmetric akinetic-rigid Parkinsonism developed in all patients 3-4 years after the first signs of the disease. The
most common manifestations were oligobradykinesia —in 83.3 %, the syndrome of "alien limb" —in 66.7 %, ideomotor
apraxia—in 66.7 %, posturalinstability —in 50.0 %, unilateral limb dystonia—in 50.0 % of patients. Cognitive impairment
reached the level of demencia according to neuropsychological scales. The average score on the MOCA scale was
18.2+0.4, and FAB scale — 10.1+0.3 points. MRI of the brain did not show specific changes in the early stages of the
disease in 66.7% of patients. In the later stages, MRl showed moderate asymmetric atrophy in the parietal area or in
the posterior frontal and parietal areas, a decrease signal from the basal ganglia and dilation of the lateral ventricles
in the fronto-parietal areas.

Conclusions. The most significant differential clinical and paraclinical features of CBS from PD are: levodoresistance,
"alien hand" syndrome, dystonia and myoclonus of the limb, apraxia, presence of disorders of complex types of sense,
atrophy of the fronto-parietal brain cortex on MRI. Difficulties in diagnosing of CBD in the early stages of the disease are
often due to: monosymptomatic nature at the beginning of the disease, underestimation of other neurological symptoms,
hyperdiagnosis of "Vascular Parkinsonism", absence of typical atrophic changes in MRI.

KEY WORDS: cortico-basal degeneration; cortico-basal syndrome; atypical parkinsonism; dystonia; "alien limb"
syndrome; dementia.
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