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BAXKAMBICTD HEMOTOPHUX CUMMNTOMIB
Y KAIHIYHIN KOPTUHI XBOpOOMU
PYXOBOro HeMpPOoHaA

MeTta — B/3HAYUTV YACTOTY | CTRYKTYPY HEMOTOPHMX CUMIMTOMIB, iX KAIHIYHE 3HAYEHHS HO PAHHIX CTOAjSX BIYHOro
amioTpodidHoro ckaeposdy (BAC), A TAKOXK BNAMB CTATI HO BUPOXKEHICTb HEMOTOPHMX BUSIBIB.

Martepiaau i MeToaU. Y AOCAIAKEHHS 3aAyHeHO 52 naujeHTa 3 BAC (22 xiHkm Ta 30 YOAOBIKIB) | 44 OCOBW KOHT-
POABHOI rpynn 6€3 HEMPOAETEHEPATUBHMX 30XBOPIOBAHB (15 YKIHOK Ta 29 YOAOBIKIB). CepeAHil Bik MALEHTIB B OCHOBHIM
rpyni ctTaHoBKB (66,7 = 11,3) poky (27—79 pOKiB), y KOHTPOABHIW rpyni — (89,7 + 12,4) poky (33—79 poKiB). AAS BUSIBAEHHS]
HEMOTOPHMX MOPYLUEHb BUKOPUCTOBYBOAM LUKAAY HEMOTOPHMX cmnToMiB (LLUHC). OujHKy NporpecyBaHHsST XBOpPOOMK
MPOBOAVAM 30 AOMOMOTOK QYHKLIIOHAABHOT MEPETATHYTOI | PO3LUMPEHOT LKAAM OLUjHKM BAC (ALSFRS-R).

Pesyabtratn. Y xBopux HO BAC CTOTUCTMYHO 3HAYYLLLO HYACTILLE TPAMASIAUCS TAOKI HEMOTOPHI CUMMATOMM, SIK BTRATA
MacK TIAQ (75,0%), Binb (61,5%). niTAMBICTb (65,8 %) i 3aHenoKoeHHs1 (53,8 %). P13nKk BTPATM MACK TIAQ, MOAIHb Y 8 pa3iB
MEePEBMLLLYBOB TAKUIM Y KOHTPOABHI rpyi, A pU3KK MosIBU OOABOBUX BiAYYTTIB — Y 2,5 pasy. Y naujieHTiB MoaoaLLe 60 pokis
CTATUCTMYHO 3HAYYLLLO YACTILLE CROCTepIraAm NAAiHHS (2= 15,54, p=0,02) i 3HMKEHHS AIBIAO (32=4,04; p =0,04) nopisHs-
HO 3 KOHTPOABHOIO rpynoto. CepeaHin 6aA 3a LWKAAOK ALSFRS-R ctaHosmB 38,5. IMNMpn KOPEASILIMHOMY OHOAI3I BUSIBAEHO
NOMIPHWM OBGEPHEHO NPONOPLLMHNM 3B’ 930K MidK KIABKICTIO ©AAIB 301 LUKAAOK ALSFRS-R i LLIHC (p =-0,45; p=0,001).

BUCHOBKW. HEMOTOPHI CUMMTOMK € OBAIFATHOKO O3HAKOKO XBOPOOW MOTOHEMNPOHA | HOCTO MOXYTb BYTU YYTAVIBUM
IHAMKOTOPOM 3AraAbHOro GYHKLIOHOABHOTO CTAHY XBOPUX. Y CTRYKTYPI HEMOTOPHKMX CUMMITOMIB Y XBOpWX HO BAC nepe-
BOXKQIOTb LLUAYHKOBO-KMLLKOBI MOPYLUEHHS. HOSIBHICTb Y MALYEHTIB HEMOTOPHMX CUMMTOMIB CBIAYMTL MPO MYABTMICUCTEM-
HUM XQPAKTEP LbOro GATAABHOMO 30XBOPRIOBAHHS. BrkopumcTtanHg LLUIHC y naujeHTis i3 BAC HO pAHHIX CTOAISIX XBOpO6M

AQCTb 3MOI'y HEBPOAOTAM CBOEYACHO BUSIBASITY HEMOTOPHI MOPYLLEHHS!.
KAto4yoBi cAoBa: BidHMM AMIOTPODIYHNM CKAEPO3, HEMOTORHI CUMATOMM, LLUKAAQ HEMOTOPRHKX CUMMTOMIB, XBOPO-

60 pyxoBOro HEMPOHA.

XBopo6a pyxoBOro HemMpoHa — Le Henpogere-
HepaTUBHE, LWBWAKO Mporpecytye, HEBUNIKOBHE
3aXBOPIOBAHHSA, SIKE CMPUYUHAE YpParKeHHA BEPXHiX
MOTOHEWPOHIB Yy MEPBUHHIN MOTOPHIM KOpi, aapax
cToBOypa rosloBHOrO MO3KY | HWMXKHIX MOTOHEWPOHIB
nepeaHix poriB CMMHHOMO MO3KY.

I3 yacy BigKpuTTa 6i4HOro amioTpodivyHOro cKie-
pogy (BAC) npodecopom HeBponaTonorii X.-M. Wap-
KO y 1869 p. Lie 3aXxBOPIOBaAHHA 3aMUILIAETbCA 3Hau-
HOIO Mipoto He3po3yMinum. Bigomui HeBponaTonor
npodecop M. . AcTBauaTypoB TaKk ornucyBaB NPOrHo3
BAC «xBopo6a CNpUiNHAE AOCUTb TSXKKI CTpamaaHHs,

© B. B. KocteHko, tO. |, TonoByeHKo, 2020

[ye paHOo Np13BOAMTb 10 MOBHOI iHBaNiAHOCTI Ta 3a
2—5 pOKiB 3aKiH4YyeTbCA CMEPTIO MpWU ABULLAX 3a-
ranbHOr0 BUCHAXEHHS Ta YTPYAHEHHS AMXaHHS». Xo4a
ysBneHHs npo BAC poswunpunocs, 36epiratoTbes «6ini
nAsSMKU» B PO3YMiHHI L€l XBOpoOu. 30Kpema masno Bi-
[OMO Mpo paHHi HEMOTOPHI BUSBU XBOPOOM.

CneuianisoBaHa rpyna BcecBiTHbOi deaepalii
HeBponorii 3apaxyBana BAC oo 3axBoptoBaHb MOTO-
HEWPOHIB 3 HEBU3HAYEHOIO ETIONOTIELD.

3a paHvmu [nobanbHoro ¢GoHOy aHanisy xBopob,
y 2016 p. xBOpo6a pyxOBOro HEMPOHa CTana NPUYNHOID
cmepTi 34 325 nauieHTiB, a 3aranom y cBiTi 6yno 3ape-
ecTpoBaHo 330 918 xBopwux Ha BAC [12]. CepeaHs Tpu-
BasliCTb XWUTTS NicAs NOsSsBU CUMMTOMIB CTaHOBWUTbL Bif

CraTtra Haginwna fo penakuii 18 BepecHsa 2020 p.
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3 10 5 pOKiB 3 HEMWHYYMM MOTIPLUEHHAM SKOCTI XMUTTS.
[o 60 mic foxmBaloTb inLwe 22 % xsopux Ha BAC [19].

BuainaioTb cnopaanyHui Ta CIMEMHWUW TUNKU 3a-
XBOploBaHHA. [1o cnopagnyHOro HaaexXuTtb GinbLUicTb
BMNagkKiB (61m3bko 90 %) 3axBOPIOBaHHSA, Ha 4acT-
Ky ciMenHoro tuny npunagae 6nun3bko 10 %. [llicns
BioKpuTTS y 1993 p. nepworo reHa cynepokcua-
avcmyTtasu, noe’asaHoro 3 BAC (SOD1), BuaBAEHO
noHag 20 redHiB, MoB'A3aHMX AK i3 CIMEMHUMMU, TaK
i 3i cnopagnyHnumm popmamm BAC. KniHiyHa KapTuHa
CNOpajMyHMX BUMAJKIB He BiApi3HAETbCHA Bif TaKoi
CiIMENHMUX, 32 BUHATKOM TOrO, WO B OCTAHHIX MEHLIWI
CepefHin BiK noYaTKy cMMnToMiB [15].

Mepwoto KNiHiYHOK 03HaKOK XBOPOOGU MOe ByTH
nporpecyroya cnabKicTb AUCTaNbHUX M’'G3iB KiHLIBOK
abo mM'qa3iB, SKi iHHepBYOTbCA GynbO6apHOIO rPynoto
yepenHux HePBIB. YparKeHHsT MOTOHEWPOHIB NPU3BO-
OWTb A0 MOSIBU MUMOBINbHUX dacuUMKynauini, atpodii
M’'A3iB, MIABULEHHS iX TOHYCY, MOXYTb BUSBNATUCH
naToJIoriYHi NnipamifHi 3HaKku. Pigle 3axBOptOBaHHA
MOXe novmHaTucs 6ynb6apHUM i NnceBaobynb6apHUM
CUHApOMaMu. Y TaKoMy BUMaZKy HEBPOJSIOT MOXE BUS-
BWUTWU MOEAHAHHS CNAacTUYHMX Ta B'ANIMX KOMMOHEHTIB:
aTpodito i cnabKicTb MiMIYHMX Ta XKyBallbHUX M'A3iB,
¢ibpunauito M’a3iB A3uWKa, Ha30bOoHID, AU3apTpito,
avcdarito, HaCUNbHULIbKMI N1ad abo CMiX, 3HUMKEHHSA
Kall/IbOBOroO i MOTKOBOro pedJsieKciB TOLLO.

Ons HagaHHA gonomorn xBopuMm Ha BAC BuKo-
puctoByloTb puny3on (bopuson) — npenapart, KU
3MEHLUYE EKCaWTOTOKCUMYHE YLKOOMEHHA MOTOHEWN-
POHIB LWNAXOM iHFiGyBaHHS BUWBINIbHEHHSA [yTamarty
Ta 36inbllye TPUBANICTb XUTTA Ha 2—3 Mic [17]. Ap-
CceHan BiTYM3HSAHOro HeBposora B 2018 p. MOMNOBHMB-
cs npenapatoM epapaBoHom (KcaBpoH). EgapaBoH
€ npenapaTtoM 3 BWPaXEHOW paiuKan-nornmHanb-
HOIO 3[aTHICTI0, BiH HENTPasi3ye CyNnepoOKCUAHUN i Tia-
POKCUNbHUI pafuKanu, 3MEHLIYIOYN MOLKOAKEHHS
rematoeHuedaniyHoro 6ap’epa, a TaKOX NigBULLYE
piBEHb MPOCTaLMKIIHY, 3a6e3MNe4ylo4r HEMPOMNPOTEK-
L0 Y pyXoBUX HeWpoHax. BiH 6e3ne4yHnin i ebeKkTns-
HWUKM, 0COBNMBO Ha no4vaTKoBMx cTagiax BAC, y maui-
€HTIB 3 HOPMa/IbHUMM MOKA3HUKaMK QYHKLLiT 30BHiLL-
HbOrO AMXaHHs [21].

lMuTaHHA WOoAO0 naToreHesy, paHHix BUSBIB Ta [dia-
rHocTukn BAC ocTaToyHO He BMBYEHO. [N AEsKUX
HenpoaereHepaTtMBHUX 3axBOPIOBaHb, Hanpuknag,
XBOPOOW NapKiHCOHa, XapaKTEPHUM € YParKEHHS He-
MOTOPHMX PETiOHIB, CTPYKTYPWU HIOXOBOI LMOYINHN Ha-
KOMUYYIOTb ai-Synuclein arperatm Ha [eKiflbKa POKiB
paHille, HiXX KNTUHKU Y YOPHIN PEYOBWHI cepefHboro
MO3KYy. BiJoMO TaKOX, WO BUSABAEHHS FiNOCMii MOXe
[O0MOMOrTK Nikapto andepeHuitoBatn xBopoby [lap-
KiHCOHa Bif iHWKWX NPUYMH NapKiHCOHI3MY. [nocmig
y nauieHTa MOXe 6yTh nepeaBiCHUKOM po3nafiB Kor-
HITUBHMX OYHKLIN [8].

Ona BAC xapaKTepHe MOLWMPEHHS MaToNOriYHo-
ro cyoctpaty (pTDP-43-BK/1tO4YEHHS) B3[00BX aKCOH-
HUX LWNAXIB Ha BigdaneHi Ta cycifHi 3 NEepPBUHHOIO
MOTOPHOIO KOPOI AiNISHKK (peTUKynspHa dopmauid

ctoBOypa, 4YepBOHE AP0, 3aleHTpanbHa 3BMBWHA,
cMmyracte Tino, HUXHI onvBu) [7]. MoxnuBo, ansa uiei
XBOPOOU TAKOXK XapaKTepHi CyOKMiHIYHI CUMMATOMM.

HeMOTOpHI CMMNTOMU, TaKi AK MOPYLIEHHA CMaKYy,
CHy, BTpaTa Macwu Tina, 03Haku Aenpecii, onucaxi npu
XBOPO6i MOTOHENPOHA, HeJOCTaTHbO BUBYEHO [10].

BonboBi BigyyTTA y MauieHTiB 3 XBOPOOOIO py-
XOBOIr0 HeMpoHa TaKOX HanexaTb 40 HEMOTOPHMX
cumnTomiB. Y nauieHTiB i3 BAC BOHM TpannsaoTbCs
[IOCWTb 4acTo, 3a BUHATKOM BUNaAKiB 3 6yb6apHUM
ne6ioTomM. BusiBNeHO, WO CUMMNTOMU 3axXBOPIOBAHHSA
NPOrpecyloTb 3HAYHO MOBINbHIlIE Yy XBOpUX 6e3 60-
JIbOBOTO cuHApoMy [11].

MaTonoriyHi 3miHm npu BAC BMX0AATb 3a MeXi LieH-
TpanbHOi HEPBOBOI CUCTEMU. € AaHi NpPO 3any4yeHHs
LKipHMX NOKpKBIB. ONMcaHo AereHepaLiito BeretaTme-
HUX BOJIOKOH, 3MEHLLEHHS KiNbKOCTI Tineub MencHepa
Yy COCOYKOBOMY LLapi AePMU, T'YCTUHU XONIHEPTiYHMX Ta
HOpPaAPEHEPTiYHMX BOSIOKOH, BUABNEHUX Mpu BGioncii
y nauieHTiB i3 BAC [20]. Takox € gaHi Npo ANCOYHKL 10
LLTYHKOBO-KMULIKOBOIO TPAKTy HaBiTb Y MaLIEHTIB, AKi
He BUCyBaloTb BignoBiAHWX CKapr. Hanpuknag, 4acTo
MOX€e BMHWKAaTU 3aTpMMKa CNOPOXHEHHS LWIYHKA, AKa
MOX€e NMPU3BECTU 10 3MEHLLEHHSA 0OCATY CMOXMBAHHA
iXi [23]. Pazom i3 gucdarieto Le Npn3BoAnTb A0 PO3-
BUTKY aniMeHTapHoi HegocTaTHOCTI. g KniHiyHa npo-
6nema notpebye yBaru Jiikapis.

MeTa po60TM — BM3HAYWUTK HACTOTY i CTPYKTypy
HEMOTOPHUX CUMMTOMIB, iX KNiHiYHE 3HA4YeHHs Ha
paHHix cTagisax 6i4YHOro amioTpodiyHOro CKIEepoay,
a TaKOX BMIMB CTaTi HA BUPaXKEHICTb HEMOTOPHMUX
BUABIB.

Martepianu i metogu

JocnigKeHHa 6yno CXBaneHO EKCMePTHOI KOMi-
cielo 3 NUTaHb eTMKKM HauioHanbHOI MeAM4YHOI aKa-
aemii micnaaunnomMHoi imeni M.J1. Wynuka. Big ycix
y4aCHUKIB OTpMMaHO iHOOPMOBaHY 3rogy Ha yyacTb
Y AOCTiIXKEHH.

O6cTexeHo 52 nauieHTiB 3 BAC (22 »iHkn Ta 30
4OM0BIKiB). KOHTpOsIbHY rpyny yTBopuan 44 ocobu (15
XIHOK Ta 29 4onoBiKiB) 6€3 HeWpoaereHepaTUBHUX
3axBoptoBaHb. [pynu 6ynu MopiBHAHHI 3a cepefHim
BIiKOM i CMiBBIAHOLIEHHAM CTaTeN.

[iarHo3 XBopo6GM pPYXOBOro HEWpOHa BCTa-
HOB/IOBanW BIANOBIAHO [0 nepernaHytux Enb-
EcKopianbCbKuX AiarHOCTUYHUX KpuTepiis [3].

3 AocnimKeHHs BMayYanu nauieHTiB i3 HenmigTBep-
[KeHuMm giarHo3om BAC, cniHanbHO M’S30B0O0 aTpo-
dieto Ta PPOHTO-TEMMOPANbHO AEMEHLIEID, a TAKOX
0cCi6, gKi He aanu iHpOpPMOBaHOI 3roau.

Ycim XBOpUMM NPOBEAEHO KAiHIKO-HEBPOOriYHEe
O6GCTEKEHHS 3 BUKOPUCTAHHAM Cy4aCHUX iHCTPYMEH-
TalbHUX METOZAIB AiarHOCTUKM (MarHiTHO-pe30HaHCcHa
ToMorpacdis CNMHHOIO Ta rOJIOBHOIO MO3KY, efieK-
TpoHenpomiorpadid). Ang BUABNEHHS HEMOTOPHMX
CUMNTOMIB Y MALEHTIB OCHOBHOI i KOHTPOAbLHOI rpyn
3acTOCOBYBaN LWKany HEMOTOPHUX cumnTomiB (LLUHC,
NMSQuest). Lo wKany BUKOPUCTOBYIOTb Y KITiHIYHMX

YKPAIHCbKWU HEBPOJIOTIYHUM XXYPHAN -
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YKPAIHCbKUWA HEBPOJIOTIYHUMW XYPHAN -

Ta6aAaumuyga 1

AemorpadiyHi Ta KAiHIYHI XOPAKTEPUCTUKU OBGCTEXEHUX OCIO

Moka3HuK OcHoBHa rpyna (n=52) KoHTponbHa rpyna (n =44) u p
. Me (IQR) 58 (51—66) 62 (51—70)
Bik, poxi Min—Max 27—79 33—79 o5 020
HiHKK 22 (43,2%) 15 (34,1 %) 0,68 0,41
. Me (IQR) 7,4(4,0—9,75) 5(4,0—7,0)
3aranbHui 6an LUHC Min—Max 316 0—14 7945 0,01

JOCNIMKEHHSX Yy NnauieHTiB i3 xBopoboto [MapKiHCoHa
Ta XBOpO6OIO pyXxoBOro HenpoHa [5, 6, 9]. OnuTyBanb-
HUK MicTUTb 31 3anuTaHHs, 3rpynoBaHe B 6 JOMEHIB
(CEeKLIn): LWNYHKOBO-KULLKOBI NMOPYLIEHHSA, MOPYLIEHHS
CEYOBUMYCKaHHA, HEWPOMCUXiYHI MOPYLUEHHS, MOPY-
IUEHHS CHY, CEHCOpPHi MOPYLEHHSH, iHWIi HEMOTOPHI
cUMNTOMM. lNMaLieHTN Ha KOXHEe 3anuTaHHs Bianosiaa-
JIN «TaK» Y1 «Hi» 3aNleXXHO Bif HasiBHOCTI abo BiAcCyT-
HOCTi HEMOTOPHUX CMMNTOMIB. 3aranbHui 6an LLUHC
fIBNSIB COOOI0 CyMy BCiX CTBEPAHMX BignoBiaen.

DyHKLiOHaNbHY NepPeraHyTy i PO3WKUPEHY LWKany
ouiHknM BAC (ALSFRS-R) BUKOpUCTOBYBaNM ANs OLiH-
KM MPOrpecyBaHHs 3aXBOPIOBAHHS i aHani3y TAXKKOCTI
MOTOPHMUX cUMMTOMIB [4].

MopiBHAHHSA Aa@aHWX NPOBOAWIM 3 BUKOPUCTAHHAM
HenapameTpuyHoro U-kputepito MaHHa—YiTHi gns
3aranbHoro 6ana WHC, gomeHis LLUHC i BiKy, OCKiNbKK
NOKa3HWKKU B BMGipKax He Bignosigann HopMasbHOMY
posnoainy. s nopiBHAHHA po3Moginy 3a cTarTio, Bi-
KOM i YaCTOK BiZnoBifiewn «TakK» i «Hi» B rpyrnax 3actoco-
ByBanu Kputepin y2. Ang aHanidy 3B’93KiB BUKOPUC-
TOBYBaNM paHroBmi KoeodilieHT Kopenauii CnipmeHa.
[JaHi npoaHanizoBaHo i3 3aCTOCyBaHHSM NporpamMHo-
ro 3abesnedveHHa IBM SPSS Statistics Subscription
Trial (Classic) 26.0. [laHi HaBeaeHO y BUMIAA4i MeaiaHu
(Me) Ta mexkBaptunbHoro iHTepsany (IQR). PiBeHb
3HavyulocTi npunmanu gk p <0,05.

Pe3ynbTaTi Ta 06roBOpeHHs

CepefHin BiK NaLi€eHTiB B OCHOBHIN rpymni CTaHOBMB
(56,7 £11,3) poKy, y KOHTPObHIN rpyni — (59,7 £ 12,4)
POKy (Tabsn. 1). B OCHOBHIW Ta KOHTPOJIbHIK rpynax ne-
peBaxkanu 4onosiku (57,7 Ta 65,9% BignosiaHo). Le
Y3rOKYETLCA 3 JaHUMMU iHLLWX aBTOPIB [16].

Y pocnigyBaHin BWOGIpLi nepeBaxaB LUMAHUK
KNiHIYHWMI pebtoT (25 (48,1 %)), 6ynbbapHuin nia-
TMN cnoctepirann y 12 (23,1 %), nonepekoBun —
y 15 (28,8 %). CepenHin 6an 3a wkanoto ALSFRS-R)
ctaHoBMB 38,5 (MiXKKBapTUIbHUM iHTEpBan —
33,0—41,75). B ocHoBHin rpyni BuseneHo 30 BuaiB
HEMOTOPHMX CUMMTOMIB. 3aranbHui 6an 3a LWHC 6yB
CTaTUCTMYHO 3Hauylle Buwmm npu BAC (BignosigHo
3—16, y cepeaHbomy — 7,4+ 3,512 0—14,y cepen-
HboMy — 5,4+ 2.7).

[MopiBHANLHUIM aHani3 rpyn BWUSBWUB CTAaTUCTUYHO
3Havylly pi3HUUo 3a gomeHamu WHC «wunyHKoBoO-
KuWwKoBI nopyweHHs» (U=408,0; p=0,001) Ta «iHwi
NopyLIEHHS» (pa3oM 3 rineprigpo3om Ta nafiHHAMM)
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(U=781,5; p=0,005). 3a iHWMK JOMEHAMMU Pi3HULA
He Jocsrana piBHS CTaTUCTUYHOI 3HaYyLLOCTI (Tabn. 2).

Y xBopux Ha BAC y CTpyKTypi HEMOTOPHMX CUMIM-
TOMIB neple Micue 3a 4acToTol nocigana BTpaTa
macw Tina (39 (75,0 %)), apyre — 6inb (32 (61,5 %)),
Tpete — nitmBicTb 29 (55,8 %)), Y KOHTPOJIbHIN
rpyni — BIiANOBIAHO NMOPYLWEHHA cTaTeBOro noTary
(29 (65,9 %)), 6inb | geHHa coHnmBicTb (17 (38,6 %))
Ta 3aHEMNOKOEHHS | 6e3CoHHS (16 (36,4 %)) (PUCYHOK).

B OCHOBHIM rpyni BUABIEHO CTATUCTUYHO 3HAYYLLY
Pi3HMLIIO 3a AOMiIHYBAHHAM TaKUX HEMOTOPHMX CUMIM-
TomiB, SK 6inb (¥2=5,0; p=0,03; $=0,23), BTpaTa
mMacu Tina (y2=41,87; p=0,001; ¢$=0,66), nitu-
BicTb (x2=35,16, p=0,001; $=0,61) Ta nagiHHA
(x?2=14,3; p=0,001; $=0,39). lineprigpos i BTpaty
Macwu Tina y 6inblocTi nauieHTiB i3 BAC Big3Havanu
LLle 4O MOSIBM PYXOBMX MOPYLLEHb.

Y nauieHTiB i3 BAC pU3MK BUHUMKHEHHS MEBHMUX
nopylieHb 36inblyeTbCcs BiNblue HiXK y 8 pasiB no-
PiBHAHO 3 KOHTPONIbHOI TPyMoto: BTpata Macu Tina
(BigHocHMn pusuk (BP) 8,3, 95% Al 3,2—21,3),
MMOBIipHicTb nagiHb (BP 8,04, 95% [l 2,0—32,6),
a PU3UK BUHUKHEHHS 60/110 — Manxe B 2,5 pasy (BP
1,6,95% Al 1,1—2,4).

BusiBneHo o6epHEHO MpPOoMnopLiHUK 3B'A30K MO-
MipHOI CWMAM MiX 3arasbHOIO OLIHKOIO 3a LWKano
ALSFRS-R) Ta LUHC (p=-0,45, p=0,001).

Y pocnigpKyBaHiin BWOIpLi He BCTAHOBMIEHO BIMM-
BY CTaTi Ha BWPaXEHiCTb HEMOTOPHWUX CUMMTOMIB.
Y nauieHTiB i3 BAC monogwe 60 poKiB CTaTUCTWY-
HO 3Hauylo 4YacTilwe (BABIYi) crnocTepiranvM nagiHHA

TabAawvmuyuga 2
MOKA3HUKU 30 AOMEHAMM LUKOAN HEMOTOPHUX
cumnTomie (Me (IQR))

OcHoBHa KoHTponbHa

MopyLieHHs rpyna rpyna U p
(n=52) (n=44)

CeHCOpHi 1(0—1) 1(0—1) 994,0 0,22
LLInyHKOBO-KMWKOBI 2 (1—2) 0(0—1) 408,0 0,001
Ce4yoBMNYyCKaHHSA 0(0—0) 0(0—1) 9950 0,14
HenponcuxiyHi 1(0—2) 1(0—2) 11185 0,84
Chy 1(0—2) 1(0—2) 11025 0,75
[HLi 2(1—3) 1(1—2) 7815 0,005
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Ta6baAawmuyga 3
BnAumB BiKy HO AesiKi HEMOTOPHIi CUMNTOMM

OcHoBHa rpyna (n=52)

KoHTponbHa rpyna (n=44)

MopyLweHHs

<60 pokiB > 60 pokiB x?

p <60 pokiB > 60 pokiB x? p

Mpo6nemu 3 Nnam’aTTio 5 (16,7 %) 5 (22,7 %) 0,30

0,59 3(150%)  11(458%) 4,78 0,03

CraTteBui notar 18 (60,0 %) 7(31,8%) 4,04

0,04 16 (80,0%)  13(54,2%) 324 0,07

MapiHHa 15 (50,0 %) 4 (18,2%) 5,54

0,02 1(5,0%) 1(4,2%) 0,02 0,89

W Mpynaisz BAC
0 KoHTpoAbHO rpyna

Binb

3anopw

75,0*

Brpara macu Tina

[MpobAemMmn 3 Nam aTTio

KoHueHTpaLis yBaru

Anaris

3AHENOKOEHHS

/AEeHHO COHAMBICTb

Be3COoHH¢

Craresum noTsr
65,9

MNpobaemm i3 cekcom

[TiTAMBICTb

3anaMopeYEeHHs

MaaiHHS

* CTatMCTUYHO 3HaYylla Pi3HULSA LLOAO0 KOHTPOIbHOI rpynn (p< 0,05).

PucyHok. YacTtorQ OCHOBHMX HEMOTOPHMUX CUMITOMIB
y royri nauieHTis i3 BAC 1Q KOHTDOAbHIV rpyrii

(x2=5,54; p=0,02) i npobnemu i3 ceKkcyanbHUM Mo-
Tarom (x2=4,04; p=0,04) Ha BiAMiHy Bif KOHTPO/b-
HOI rpynu, ane BIiKOBMX 3MiH Nam’dTi He 3adikcoBaHO

KoHpniKTy iHTEpeciB HEMaE.

(Tabn. 3), ToAi K Y KOHTPOJIbHIM rpyni YactoTa Npobem
i3 nam’atTio 6yna BTpUdi GinbLuoto (x2=4,78; p=0,03).

3 ornagy Ha Ton dakKT, Wo nagiHHg, 0Co6aMBO
y NiTHIX OCi6, € OfHIEID 3 NPOBIAHUX NPUYNH CEPNO3-
HUX HedaTanbHUX TPaBM, OTPMUMAHI HamMu Ta IHWKWMHK
aBTOpaMM [aHi WoAo NiABULLIEHOrO PU3KNKY MafiHb
y nauieHTiB i3 BAC [2, 22] cBig4aThb, Wo npodinakTu-
Ka nafiHb y uiei Kateropii nauieHTiB mae 6yTn npio-
PUTETHMM HaNPSIMOM NMPEBEHTUBHMX 3ax0AiB Nia 4yac
amOynaTopHOro NpUnomy.

BaxnmnBi YMHHMKM, WO BMIMBAOTb Ha 3arajbHUM
NPOrHO3 i AKICTb XUTTa nauieHTiB i3 BAC, — BTpaTa
Macw Tina i aucoarisa. BTpata macu Tina cnocrepiraeTb-
Csl HE SIMlIE Yy XBOpPUX 3 BynbO6apHUMM MOPYLLUEHHSIMM,
a i B oci6 3i cniHanbHUM aebioToM, 6€3 03HaK aucdarii
[18]. BignoBsigHoO OO0 cy4acHWX ysBneHb Aucdaria Ha
paHHix cTagisx BAC mae 3MilwaHni CEHCOMOTOPHMI
XapaKTep MOpPYLLIEHb, a BXE Ha Mi3HIX 3Ha4YHO NnpeBa-
JIIOE MOTOPHMI KOMMOHEHT [1, 13]. ToMy KOHCcynbTaLlis
nietTonora mae 6yt B 060B'i3KOBOMY MEpPENiKy KOH-
CyNbTaTMBHOI MNIATPUMKKM XBOpMX. OTpuMMaHi JaHi npo
HasIBHICTb rineprigpo3y Ha paHHiX i AOKNIHIYHMX CTadiax
3aXBOPIOBAHHSA MOXYTb CBIAYWUTV MPO MiABULLEHHS aK-
TMBHOCTI CUMNATUYHOI HEPBOBOI cucTemu [14].

BUCHOBKM

K MOKa3ano JOCNiMKEHHS, HEPYXOBi BUSBK € 00-
NiraTHOK 03HaKOK XBOPOOU MOTOHENPOHA.

Y CTPYKTypi HEMOTOPHUX CUMMTOMIB Y XBOPUX Ha
BAC nepeBaatoTb LLAYHKOBO-KULLIKOBI MOPYLLIEHHS.
YacToTa Taknx CUMNTOMIB, §IK Biflb, KOBTaHHS, BTpaTa
mMacw Tina, NitiuMBICTb, NafiHHA, 3HA4YHO BiAPI3HAETLCSH
Bifl1 TAKOi KOHTPOMIbHOI Fpynu.

AHania gaHux He BUSABM 3Ha4yWMX BiAMIHHOCTEN
BIM/IMBY CTaTi Ha BUPAXKEHICTb HEMOTOPHMUX CUMMTOMIB,
3a BMHATKOM nauieHTiB i3 BAC monoalue 60 pokKiB.

HasBHiCTb y NauieHTiB HEMOTOPHUX CUMMTOMIB CBif-
YUTb NPO MYNBLTUCUCTEMHWI XapaKTep LbOro CKIagHoro
ONs [iarHOCTUKM Ta Tepanii 3axBoptoBaHHSA. MNaLlieHTn
BiI3Ha4alOTb MOSABY BXe Ha [JOKJiHIYHIW i paHHin cTagi-
AX XBOPOOU AEAKUX CTAaTUCTUYHO 3HAYYLLMX HEPYXOBUX
CUMNTOMIB (rineprigpos i BTpata Macu Tina).

BukopuctaHHa LUHC y nauienTiB i3 BAC Ha paHHix
CTajigx XBopo6u facTb 3MOry HEBPOJIOramM CBOEYacHO
BUSIBJIATU HEMOTOPHI MOPYLIEHHS.

YyacTb aBTOPIB: KOHUENLIS | AM3anH JOCAIAKEHHS, pegaryBaHHsa — B. K., 10. T.;
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B. B. KOCTEHKO, tO. 1. TOAOBYEHKO

HAUMOHAABHAST MEAULIMHCKAST AKOAEMUST TOCAEANTAOMHOTO 06PA30BAHMS MeHM 1. A. LLyrnnka, Knes

BQ>XHOCTb HEMOTOPHbIX CUMMTOMOB
B KAMHU4ECKOM KAPTUHE GOAE3HU ABUTATEABHOIO HEUPOHA

LleAb — onpeAeAnTb YOCTOTY U CTPYKTYPY HEMOTOPHBIX CUMMTOMOB, VX KAHUYECKOE 3HAYEHWE HO PAHHVX CTOAN-
SIX BOKOBOIrO AMMOTROPNHECKOTO CKkAepOo3a (BAC), O TAIKE BAUSIHNE MOAQ HA BLIDCAXKEHHOCTb HEMOTOPHbIX MPOSIBAEHUI.

MaTtepunaAbl U MeTOoAbL. B MCCAepOBAHME ObIAO BKAKOYEHO 52 naumeHToB ¢ BAC (22 »KeHLWMHbI 1 30 My>KHMH)
1 44 AMLQ KOHTPOABHOM rpyMrbl 6€3 HEMPOAETEHEPATUBHBIX 3A60AEBAHUIN (15 XKEHLLMH U 29 My>kK4nH). CpeAHMIA BO3-
PACT NOUMEHTOB B OCHOBHOWM rpynne cocTaBuA (56,7 +11,3) road (27—79 AeT), B KOHTPOAbHOM rpynne — (69,7 + 12,4)
roaa (33—79 AeT). AAS BbISIBAEHWSI HEMOTORHbIX HORYLLEHUA MCMOAB30OBAAM LLUKAAY HEMOTOPHbIX CMATOMOB (LLIHC).
OueHKy NporpecCUPOBAHNS BOAE3HU MPOBOAVAN C MOMOLLBIO GYHKLIMOHAABHOW MEPECMOTREHHOM N PACLUNPEH-
HOWM WKAAbI oueHKM BAC (ALSFRS-R).

PesyAbtathl. Y 60AbBHBIX BAC CTOTUCTUYECKM 3HAYMMO HALLE BCTPEYOAANCH TAKME HEMOTOPHbBIE CUMMTOMBI, KAIK
notepst Maccbl Tend (75,0%), 60oAb (61,5 %), noTAnBOCTb (85,8 %) n 6ecnokoncTso (53,8 %). PUCK notepm MACChI TEAQ,
NAAEHUM B 8 PA3 MPEBLILLAA TOKOBOW B KOHTPOABHOW rpyMne, A PUCK MNOSIBAEHMS1 GOAEBbLIX OLLyLLIEeHN — B 2,5 pa3a.
Y naumeHToB MoAoXKe 60 AT CTATUCTUHECKM 3HOYMMO HALLE HABAIOACAM NaaseHne (x2=15,564; p=0,02) n cHwKeHre
AMBUAO0 (12=4,04; p=0,04) N0 CPABHEHWIO C KOHTPOABHOM rpynnon. CpeaHnin 6aAA No wikaae ALSFRS-R coctasma 38,5.
MW KOPPEAILMOHHOM OHAAN3E BBISIBAEHO YMEPEHHAS1 OBPATHO MPOMOPLIMOHAABHAS CBSI3b ME KAY KOAUMYECTBOM OOA-
AOB MO LWKaAe ALSFRS-R u LLIHC (p=-0,45; p=0,007).

BbIBOABL. HEMOTOPHbIE CUMMTOMBI SIBASIKOTCST OBAUIOTHBIM MPU3HAKOM BOAE3HM MOTOHEMPOHA 1 YACTO MOTYT BbiTb
YYBCTBUTEABHBIM MHAUKATOPOM OBLLErO GYHKLWMOHAABHOTO COCTOSIHUSI BOABHBIX. B CTPYKTYpE HEMOTOPHbBIX CUMMTOMOB
y G0AbHbIX BAC MPpeoBAOAQIOT YKEAYAOHHO-KMLLEYHBIE HAPYLUEHMS. HOAMYME Y MOUMEHTOB HEMOTOPHbBIX CUMMTOMOB
CBUAETEALCTBYET O MYABTUCUCTEMHOM XAPAKTEPE 3TOr0 GATAABHOrO 3060AEBaHMS1. Icnoab3oBaHme LLIHC y naumeHTos
¢ BAC HO pAHHMX CTAAMSIX BOAE3HU MO3BOAUT HEBPOAOTAM CBOEBPEMEHHO BbISIBASITE HEMOTOPHBIE HOPYLLEHMSI.

KAtoyeBble cAOBA: GOKOBOM AMUOTRODUYECKUA CKAEPO3, HEMOTOPHbIE CUMMTOMbI, LUKOAQ HEMOTOPHbIX
CYMMTOMOB.
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V. V. KOSTENKQO, Y. . GOLOVCHENKO
P.L. Shupyk National Medical Academy of Postgraduate Education, Kyiv

The importance of non-motor symptoms
in the clinical picture of motor neuron disease

Objective — to determine the frequency and structure of non-motor symptoms, their clinical significance
in the early stages of amyotrophic lateral sclerosis (ALS), as well as the influence of gender on the severity of non-motor
manifestations

Methods and subjects. Our study included 52 (22 females and 30 males) patients with ALS and 44 (15 females
and 29 males) healthy people as the control group. Themean age of the experimental group was 56.7 +11.3 years
(27—79 years), control group — 59.7 +12.4 years (33—79 years). An NMS scale(NMSQuest) was used to identify non-
motor symptoms. Disease progression was assessed using the Functional Revised Extended ALS Rating Scale (ALSFRS-R).

Results. Patients with ALS were statistically more likely to have non-motor symptoms such as weight loss (75 %),
pain (61.5%), sweating (65.8 %), and anxiety (63.8%). In ALS patients, the risk of problems with weight loss, and falls
increased more than 8 times. The risk of pain occurence was increased of 2.5 times higher in patients with ALS than
in control patients. Also patients under 60 years of age experienced libido falling (32=5.54; p=0.02) and decreasing
(x2=4.04; p=0.04) more frequently compared with the control group.

The average score on the ALSFRS-R scale in patients was 38.5. Correlation analysis revealed a moderate inverse
relationship between the number of points on the ALS Patient Evaluation Scale (ALSFRS-R) and NMS (Non-Motor
Symptom Scale) (p=-0.45, p=0.001).

Conclusions. Non-motor symptoms are an obligate sign of motor neuron disease and can often serve as arather
sensitive indicator of the general functional state of ALS patients. Gastrointestinal disorders prevail in the structure
of non-motor symptoms in ALS patients. The presence of non-motor symptoms in patients indicates the multisystemic
nature of this fatal disease.The use of NMS scale in patients with ALS in the early stages will allow neurologists to detect
non-motor symptoms timely.

Key words: amyotrophic lateral sclerosis, non-motor symptoms, non-motor symptomsscale.
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