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Cy4yaCHuUM CTAH NpoSAeMM NAPAHEONAACTUYHUX
HEeBPOAOriYHUX CUHAPOMIB

MapaHeonAACTUYHI cUHAPOMK (NC) CTAHOBASITE COBOID IMYHOOMNMOCEPEAKOBAHI MPOSIBA BIAAGAEHOTO OHKOAO-
MYHOrO MPOLLECY, WO € PEAKLIEID ABTOAHTUTIA MPOTU OHTUMEHIB, SIKi EKCMPECYIOTCS MYXAUHOO. LLi CUHADPOMK MOAIAS-
OTbCS1 HO HEBPOAOTIYHI, EHAOKPWHHI, TEeMATOAOTIYHI, AEPMATOAOTYHI. [TC MOXYTb BYTN AIQrHOCTOBQHI MEPEA, BUSIBASH-
HSIM NMYXAUHK Q60 NOPAAEABHO 3 HEtO, | HOCTO MACKYIOTLCS MiA HEBPOAOTIHHI B0 MCUXIYHI PO3ATAN. Y OMASIAT PO3TASIAC-
OTbCSI OHOBAEHI AIQrHOCTUYHI KpuTepii 2021 pOKy, sIKi BKAIOYAIKOTb MEPETASIA AIQrHOCTUYHUX PIiBHIB 3 2004 POKY, A TAKOXX
HOBI KAQCU®DIKALLT QHTUTIA, LLO 6A3YHOTECST HO NATOTEHETUYHUX MEXAHI3ZMOX YPOXKEHHST HEPBOBUX KAITUH TA IXHI YOCTOTI
BUSIBAEHHS Y NMALEHTIB. BUCBITAGHI GEHOTUNI NOPAHEONAACTUYHNX HEBPOAOTIHHNX CUHAPOMIB (INHC) BUCOKOTO, cCepea-
HbOTO TA HM3bKOTO PU3UKIB, 3 OCOBAMBMM OKLLEHTOM HA KAIHIYHI OCOBAMBOCTI GEHOTUMIB BUCOKOTO pr3KKky. OKpemy yBary
MOUAIAEHO AIMBIYHOMY eHLIEPOAITY, MOTO KAIHIYHUM O3HAKOM, CMEUMPIYHAM OHTUTIAGM, IHCTOYMEHTAABHUM TA AQBO-
POATOPHUM AOCAIAKEHHSM TO ACOLLIMOBAHNM OHKOAOTHHUM 30XBOPIOBAHHSIM. TAKOXK PO3MASACKOTHCS EHLLEDAAOMIEATT,
MiAFOCTPA AereHepaLljs MO304KA 3 AETAAIBALIEID NMATOAOTIYHMX 3MiH, KAKOHYOBMX QHTUTIA T HEOMAQSIi, HArOAOLLEHO HA
HEOBXiIAHOCTI AUPEPEHLINHOT AIQTHOCTUKM TOl IMYHOCYMPECMBHOTO AiKYBAHHS. HOAQIOTLCS Y3AraAbHEHHST LLLOAO OMCO-
KAOHYC-MIOKAOHYC CUHADPOMY, MOTO KAIHIYHMX MPOSIBIB TA MPUYMH, A TAKOXK MIACTEHIYHOTO CUHAPOMY AOMOEepPTa— ITOHQ,
30KpEeEMA MIAKPECAEHO MOTro ACOLiAL0 3 APIGHOKAITMHHUM POKOM A€reHb, BUCBITAEHO OCOOAMBOCTI AIOFHOCTUKM,
ANDEPEHLINHOT AIQTHOCTVIKM 3 MIQCTEHIEIO TA AIKYBAHHS1. BUXOANHM 3 OHOBAEHMX AIQTHOCTUYHIX KPUTEPIIB, QHOAI3 AQHKX
HOAQCTb KAIHILMCTAM OPIEHTUPU AAST BUBHAYEHHS cnelmdivHmnx deHotmnie NMHC T ACOLIMOBAHMX 3 HUMW QHTUTIA, LLLO €
KAKOHOBUMU AAST YAOCKOHOAEHHS MPOLLECIB AIQrHOCTUKM TA BUBOPY edeKTUBHOI CTpATET AiyBAHHSI.

KAKO4OBi CAOBA: MAPAHEONAQCTUYHI CUHAPOMU, AIQTHOCTUYHI KPUTEPIT, AIMBIYHIN €HLLEDAAIT, MIATOCTPA AEreHe-
PALLSI MO30YKA, €HLEPAAOMIEAIT, ONCOKAOHYC-MIOKAOHYC.

I—IapaHeonnaCquHi cuHgpomu (NC) — ue imyHo-
ornocepeaKkoBaHi BUSIBM BigganeHOro OHKOMO-
riYHOro npoulecy, SKi € peakuier aBTOAHTUTIN Ha
aHTUreHU, WO eKcnpecytTbes nyxaumHoto [18 1. Li
CMHAPOMM YacTille BMHUKAOTb Y XBOPMX Ha paK, He
CNPUYMHEHI MeTacTalzaMu, NpsSmoto iHdinbTpauieo
NyXJMHU ¥ TaKUMK BiIOMUMMK HENPSAMUMU MEXAHi3-
MaMM, K TOKCUYHICTb, EKTOMiYHa CEeKpeLLi TOPMOHIB
abo iHayKoBaHi KoarynonarTii [22]. BuainatoTb HEBpPO-
NOTiYHi, €HAOKPUWHHI, reMaTonoriyHi, 4epMaTonoriyHi
MC [11]. Ana napaHeoniacTUYHUX HEBPONOTiYHUX
cuHgpomiB (MHC) xapaKTepHO, WO HEBPONOriYHUM
po3nan 3a3Buyan 3'9BNFETbCA A0 BUSABIIEHHS paky.
MyxnnHa moxe 6yTn BUSIBIEHA Yepes KiflbKa MicsLiB

CTaTTS HOAIMWAG AC PEAQKLi 27 AtoToro 2024 p.

ab0 HaBITb KiflbKa POKiB Nicns NosiBM HEBPOSOTIYHOIO
cuHgpomy [11].

3a gaHnumMu enigemionoriyHmx oCnigKeHb, piBeHb
3axBoptoBaHocTi Ha MHC ctaHoBuTb Big 0,4 o 1,0 Ha
100 Tnc. HaceneHHs [35]. o HannowwupeHiwmnx NMHC
Hanexatb NiM6iYHMK eHuedanit (31 %), nigroctpa
[JereHepauia Mo3o4yka (28 %) Ta eHuedanomienit
(20 %) [35]. HanyacTiwe BUABNAOTb TaKi aHTUTING,
K aHTK-Yo (30 %), aHTn-Hu (26 %) i aHTn-Ma2 (22 %).
Cepep acouiioBaHMX NyXJIWH NepeBarkatoTb paK ne-
reHb (17 %), pak monoyHoi 3anosu (16 %), nimboma
(12 %) [35].

BianosigHO 00 po3TallyBaHHA aHTUIEHIB aBTOaH-
TUTiIIa NOAINAIOTb Ha aHTUTINA A0 BHYTPILLIHbOKIIITUH-
HOIO @aHTUTEHY M aHTUTINa A0 aHTUIeHIB Ha NOBEPXHI
MembpaH HenpoHiB [15]. MNepwa rpyna aHTUTIN He
6epe 6e3nocepenHboi yyacTi B ypameHHi KNiTWH,
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a € 6ioMapKepamMn OMNnocepenKoBaHOro LIMTOTOKCHY-
HOro T-KNITUHHOIrO MOLWKOAXEHHA HenpoHiB [10],
nos’a3aHoro i3 NHC-acouinoBaHUMKU NyxJIMHaMK Ta
HeBpoJioriYHMmMK cuHgpomamu [10]. Apyra rpyna aH-
TUTIN cnpsiMOBaHa 6e3nocepeaHbo NPOTU eIEMEHTIB
NMOBEPXHI KNITUHM Ta MOXE CMPUYUHATK ii 3arnéenb
yepes3 MopyLleHHs GINKOBOro anaparty peuenTopis,
nepexpecHe 3B’A3yBaHHA Ta iHTepHanisauilo peuen-
TOpiB @60 iHAYKOBAHOi KOMMIEMEHTOM LIMTOTOKCUY-
HocTi [5]. MapaHeonnacTMyHi aBTOAHTUTIIa BKa3yloTb
Ha HasIBHICTb MyX/IMHW Yy MauieHTa 3 GiNblUOK TOY-
HiCTIO, HiXX HaaBHicTb MHC. 3a HafABHOCTI B 04HOro
nauieHTa 6inblle O04HOro aBTOAHTUTIIA MOLWYK PEKO-
MEHYIOTb MOYMHATK 3 TUX TUMIB NYXJINH, SKi 3a3BMYan
acouitoTbes 3 NeBHUMM aHTUTInamu [10].

Mepuwi piarHocTMyHi KpuTepii MHC 6ynn BM3Ha-
YeHi rpynoto MikHapogHux exkcneptiB y 2004 p. [15].
byno 3anponoHoBaHO [ABa [iarHOCTMYHI piBHI Ang
BU3HAYEHHS HEBPOJIONYHOMO CUHAPOMY K MapaHeo-
NAACTUYHOTO: «TOYHUM» | «MOXNUBWUM». [N KOXKHOro
PiBHSI BU3HA4Y€eHi MOEAHAHHSA KPUTEPIiIB — HaABHICTb
«K/TACUYHOrO» CUHAPOMY, PaKy W OHKOHEBpasbHMX
aHtuTin [15]. 3a 15 poKiB cxapaKTepM3oBaHO HOBI
iHTpaHEeNpPOHanbHi BINKHK, AKi € MiLLEHIMM NS @HTUTIN,
BiOKPWUTO HOBI aHTUHEWPOHa/bHI aHTWUTING, neperng-
HYTO [JaHi LWoA0 aAeKBaTHOCTI BCTAHOBJIEHHS AiarHo3y
MHC nuwe Ha niactaBi HassBHOCTI OHKOHEWPOHasb-
HUX aHTUTIN [18]. 3rigHo 3 gaHuMmK 3a 2021 p., NMHC
BM3HavaloTb AK HEBPOJIOriYyHi po3naau, SKi MOXKyTb
ypaxkatn 6yab-AKy YacTUHY HEPBOBOiI CUCTEMM, 4ac-
TO MaloTb CTEPEOTUMHI KAiHIYHI BMSIBW, BMHWKAIOTb
3a HasBHOCTI paKy i MaloTb iMyHoonocepeaKkoBa-
HWUM NaToreHes, AKUM NIATPMMYETLCS YacTolo (ane He
060B’A3KOBOI0) HasIBHICTIO creundiyHMX aHTUHENPO-
HanbHKUX aHTUTIN [18]. I3 2021 p. «KNaCKUYHi CUHAPO-
MUW» BU3Ha4YaloTb K «PEHOTUMMU BUCOKOIO PU3UKY»
(eHuedanomienit, Nim6iYHMI eHLedaniT, MO304KOBMM
CUHAPOM, WO WBKAKO nporpecye (nigroctpa aereHe-
paLis MO304Ka), OMNCOK/IOHYC-MIOK/IOHYC, MigrocTpa
CEHCOpHa HenpoHonarisa, NCeBAOHENPOXIAHICTb LLUIYH-
KOBO-KMLLKOBOrO TPaKTy (eHTepasbHa Henponartis),
MiacTeHiYHUM cuHagpom Jlambepta—IToHa) [18]. 3a
HasIBHOCTI TakMx GPEHOTUNIB paK € BaxKIUBUM TpuUre-
POM, TOMY BUSAIBIEHHS iX Y MALIEHTIB Ma€ CNOHyKaTu
[10 MOLUYKY OHKONOMIYHOro 3axBoptoBaHHsA [18].

deHOoTMNM cepeaHboro (MPOMIKHOM0) PU3UKY —
L& HEBPONOTiYHI CUHOPOMM, SKi MOXKYTb BUHUKATU K
3a HasiBHOCTI paKy, TaK i 6e3 Hboro [18]. PosrnaagaTm
ui cnHapomu K NMHC nponoHyoTb 3a HASBHOCTI LWBKUA-
KOro nporpecyBaHHs npouecy (< 3 Mic) abo 3ananb-
HMX 3MiH Ha MarHiTHO-PE30HaHCHMX TOMOrpamMax yu
B CMMHHOMO3KOBIM pignHi (CMP). HannowwupeHiwm-
MK deHOoTUNaMKU CEPENHBbOr0 PU3MKY € eHuedaniti
(BiaMiHHI Big nim6iyHoro eHuedanity): aHtu-NMDAR-
eHuedanit, ctoBbypoBun eHuedanit, cuHapom Mop-
BaHa (MmiaBuleHa 36yaIuMBiCTb NepUPEepuHHmnX Hep-
BOBWX BOJIOKOH Yy NOEAHAHHI 3 eHUedanonarieto, Wo
BUSIBASETLCS raloLMHaLIAMKM Ta NOPYLUEHHAMMU CHY),
i301bOBaHa MienonaTis, CUMHAPOM CKYTOi NOAUHMU

(stiff-person syndrome), napaHeonnacTMyHi nonipa-
JAVKynoHenponartii [18].

Y KoHTeKcTi NMHC Mo)XHa posrnsggatn Tpu rpynu
aHTUTIN BIiANOBIAHO A0 YacCTOTM acouliauii 3 pakoMm
He3aneXHo Bif iIXHbOro MOMJIMBOrO MNaTOreHHoro
edeKry [18]. MNepwa rpyna — aHTUTING, 9Ki Tpanns-
I0TbCS Aye 4acTto (> 70 %) y nauieHTiB i3 pakom [18].
3a Kputepiamn 2004 p. TaKi aHTUTING Ha3MBasn OHKO-
HEeMpoHaNbHMMM, WO BKa3yBano Ha 6e3nocepefHe
YPaXKeHHS HEMPOHIB cneunpivyHUMKN aHTUTInamm [15].
13 2021 p. uen TePMiH 3aMiHUIN Ha «a@HTUTINa BUCO-
KOr0 PU3KNKY», OCKINIbKK BiNbLICTb i3 HUX HALEHI Ha
BHYTPIWUHbOKNITUHHI aHTUreHn Ta € 6GioMapKepamu
MHC [18]. AHTUTINa Apyroi rpyny NoB’s3aHi 3 pakom
y 30—70 % BunagkiB [18]. TpeTa rpyna aHTUTIN Mae
3Ha4yHO MeHwWwnn (< 30 % BUNaaKiB) 3B’A30K i3 pakom
abo BiH B3arani BiacyTHin [18]. MNyxauHuK, aKi JyacTiwe
acouitototbest 3 MMHC, He3anexHo Bifg cTtaTycy aHTu-
Tin, — ue ApPiI6HOKNITUHHKMIK paK nereHb (APJ1), pak
MOJIOYHOI 3a/103U, paK SeYHMKIB Ta nimdomu [12, 16,
19]. CKpUHIHF paKy cnig HeramHo NpoBOAUTH NPU Mi-
no3pi Ha MHC i BpaxoByBatk GEHOTUN | TUM aHTUTIN,
a TaKOX iIMOBIpHICTb HaAsABHOCTI B NalieHTa 6inblie
OAHIiEl NyxnMHW. AKWO igeHTUdiIKoBaHa nyxnHa €
HETUNOBOI ANs TNy NiAo3pBaHOr0 GeHoTUny abo
aHTUTING, TO CNif PO3rNAHYTM AOAATKOBI AOCNIAXKEHHS
Ha HasBHICTb iHWOI NyxAnHKW [18]. FKuWo peaynbraTt
NEPBUHHOIO CKPUHIHTY MyXJIMHW HEraTMBHWUW, MOro
clig NoBTOPIOBATU KOXHMX 4—6 Mic NpoTsaromMm 2 po-
KiB Y NaUieHTIB i3 deHoTMNaMn 1 aHTUTINaMn BUCO-
KOro pU3nKy. TaKnMi cammnin anroputM Ain y nauieHTiB,
AKi MaloTb GEHOTMMU BUCOKOIO PU3UKY, aHTUTINa ce-
peaHbOro pU3nKy Ta gemMorpadiyHi YNHHUKKU PUBKKY
(cTapwum BiK i TIOTIOHOKYPIHHSA) [18]. A nauieHTiB
3 aHTUTINamMuK TPETLOI rPynu AOCTaTHbO KOMMIEKCHO-
r0O OHKOJIOTIYHOIO CKPWHIHTY HAa MOMEHT MEepPBUHHOI
aiarHoctuku [18]. BiganoBigHO A0 HOBWMX KpUTEpIiB
2021 p. BUAINAOTb TaKi PiBHI AiarHOCTMYHOI A0CTO-
BipHocTi MHC: TO4YHUI, MMOBIpHUIK, MOXnnBun [18].
NS OUiHKWM AiarHOCTMYHOrO PiBHSA AOCTOBIPHOCTI 3a
LLKaNol OLiHIOTb HasABHICTb abo BiACYTHICTb i TN
GeHoTUNy, aHTUTIN Ta paky (Tabauug).

3rigHo i3 3a3Ha4€HMMU KPUTEPIAMU [iiarHO3 TOYHO-
ro MHC (> 8 6aniB) nepenbadvae HasABHICTb heHOTUNY
BMCOKOro abo CepeaHbOro pPU3uKy PasoM i3 aHTUTI-
NlamMu BUCOKOro abo cepeaHboro pu3nKy M HasiBHICTb
paKy (aMB. Tabnuuto). HasaBHICTb paKy € 060B’A3KOBOIO
YMOBOIO /11 BCT@HOBJIEHHS fiarHo3dy To4Horo [THC.
FAKWO paK € HE3BUYHUM ANS TUMY BUABEHUX aHTU-
Tin, T0 giarHo3 ToyHoro MHC notpebye agemoHcTpaLii
EeKcnpecii aHTUreHy nyxaMHow. Hanpuknag, »iHka 3
MO304KOBOI aTaKCi€lo (CMHAPOM BUCOKOIO PU3NKY —
3 6anu), PCA-1 (aHTUTINa BUCOKOIO pU3nKy — 3 6anu)
i aleHOKapUMHOMOIO SIEYHMKa (paK, Wo Bignosigae
peHoTMny W aHTuTInaM — 4 6anu) MatuMe OLLIHKY
10 6aniB i TakKMM YMHOM BignoBigaTMmMe TO4YHOMY [ia-
FHOCTMYHOMY PiBHIO (MOTPiGHa oLuiHKa > 8 6anis) [14].

3araabHUMM KNiHiYHMMKM o3Hakamu MHC € nigroct-
puir no4YaToK (6—12 TUXK) Ta WBKAKE NporpecyBaHHs
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TabAnLug
Cucrema OLiHKU AIOrHOCTUYHUX PIBHIB AOCTOBIPHOCTI
MHC (aaanToBAHO 3 (18))

PiBeHb J0OCTOBIpHOCTI banu

KniHiqHmm

= ®eHOTUN BUCOKOIO PU3UKY 3

= ®eHoTUN cepeaHboro (MPOMIXKHOM0) PUBUKY 2

. BwsHangMH deHoTUN enigemMionoriyHo 0
He acoLiloeTbCs 3 pakoM

JlabopaTopHui

= AHTUTINA BUCOKOIO PU3KKY (> 70 %) 3

= AHTUTING cepeaHbOoro (MPOMiXKHOro) pusmky (30—70 %) 2

= AHTUTINA HU3bKOTO PU3KKY (< 30 %) abo BiACYTHI 0

Pak

= Buasnenun; Bignosigae susiBneHomy GeHoTUNy
Ta (AKLWO BUABMEHI) aHTUTINam, abo He BianoBigae 4
deHoTuny, ane BUABJIEHI aHTUTINA

= HeBuaBneHun (abo He Bignosigae deHoTUNY),
noaasnblie CNOCTEPEKEHHSA < 2 POKIB

= HeBuaBneHWN, nojasnbliue CNOCTEPEKEHHS > 2 POKIB 0

JiarHocTn4yHum

= ToyHun (8—10 6anis)

= IMOBipHUI (6—7 6aniB)

= MoxnmBui (4—5 6anis)

= HenapaHeonnactuiHui cuHapom (0—3 6anu)

[14]. Xo4a napaHeonnacTUYHi HEBPOOTIYHI po3naau
4acTo nepeayoTb BUABIEHHIO paKy, 6inbLUiCTb BUNaj-
KiB BUHMKAIOTb 3a HasiBHOIO AiarHo3y paky [35].
Nlim6ivHnn eHuedanit (JIE) BBaxaloTb NapaHeo-
naacTUYHUM GEHOTUNOM BUCOKOIro puaunky [18]. Nlim-
6i4Ha cucTeMa CKnagaeTbCcs 3 rinotanamyca, rino-
Kamny, MUraanuvHW, NOSICHOI 3BMBWMHW Ta NiMGIYHOI
Kopu. Ui cTpykTypn 6epyTb y4acTb y 3abe3neyeHHi
Takux OYHKLUIM, 9K nam’atb, GOpPMyBaHHA €MOLLIN,
MOTMBALLi, MOBEAIHKOBI peaKLii, HIOX, COH, peryns-
Liss BeretatMBHMX GYHKUiIM opraHi3dmy. lauieHTn 3
NiMBIYHUM eHuedaniTom mMalTb NIArOCTPUA NOYaTOK
i WBKAKE nporpecyBaHHs (NPOTArom 61n3bKo 3 Mic),
aediunt poboyoi nam’aTi, WO MOXKe NporpecysaTu a0
JEeMeHLi, cyaoMM, NOPYLIEHHSA CHY abo McuxiaTpPUYHI
cumnTomu. KniHiyHO MOXKe HaragyBaTu cMHApPOM Bep-
Hike—HKopcakoBa a6o repnetnyHnin eHuedanit [17].
BiamiTHolO MP-03HaKoO LbOro CMHAPOMY € ABOGIY-
He MOCUNEHHS curHany T2 y mefiajibHUX CKPOHEBUX
YyacTKax i3 3ay4eHHsM rinokamny Ta Murganuum [171].
Y CMP MOHa BUABUTU HecrneundivyHMi nieoumTos.
Ha enekTtpoeHuedanorpami MoxnauBa Hecneumoiy-
Ha aKTUBHICTb Y CKPOHEBMX YacTKax (NMOBifbHI XBWJII,
CyAOMHa aKTMBHICTb abo iXHE NoeaHaHHS). [lo acoui-
MOBaHMX 3 NiMBIYHMM eHLedaniToM aHTUTIN HanexaTb
ANNA1 (aHTn-Hu), Ma2, CRMP5 (aHTn-CV2), mGIuRb,

2024, N°1

ANNA2 (aHTK-Ri), PCA2, KLHL11, peuentop GABAB,
AMPAR, LGI1, CASPR2, ANNA3 [17]. MapaHeonnac-
TUYHUIA NIMBIYHUI eHuedaniT HanyacTille BUHUKAE Y
3B’a3Ky 3 aHtuTinamm ANNA-1 1i CRMP-5-1gG. [pi6-
HOK/NITUHHUIA paK nereHb € HanyacTillMM HOBOYT-
BOPEHHSM, acolifoBaHuM i3 umm deHotunom [17].
30KpeMma, HenporncuxiatpuiHa aMchyHKLisa, po3naaun
CHY 1 CydOMM, a TaKOX CEepPOnO3UTUBHICTb aHTUTIN 10
MGIURS MOXyTb BKasyBaTW Ha HasiBHICTb NiMPOMMU
XoaxKiHa. Uen cuHapom mae HasBy «cuHApom Ode-
nii». Ynepwe onuncaHun 9. Kappom y noro 15-pivHoi
[OHbKK y 1982 p. [8]. PaHHA giarHOCTUKa, NiKyBaHHSA
OCHOBHOI NyX/IMHM Ta paHHiN NOYaToOK iMyHOCYNpPecuB-
HOI Tepanii acouilolTbCS 3i CNPUATANBUMUK Pe3yfbTa-
Tamu [17].

IHWKM npeacTaBHUKOM GEHOTUNY BUCOKOIO pU-
3UKYy € eHuedanomienit — MynbTUdOKaNIbHUA HEB-
POMIOriYHUIM po3nad i3 CUMNTOMaMM, LLO CTOCYKOTbCS
SIK CMMHHOIO MO3KY, TaK i KOPW FOIOBHOIMO MO3KY,
ane MOXyTb TaKOX OXOMoBaTK CUMMTOMU YparkeH-
HA nepudepuUYHUX HepBiB, HEPBOBUX KOPIHLiIB abo
Jop3anbHuX raHmiie [15]. MapaHeonnacTUYHUA eH-
uedanoMienit 3a3Bu4yan MNoB'A3aHUN i3 OPIGHOKII-
TUHHUM pakoM nereHb i aHtuTinamm ANNAZL, ANNA2,
amoidisanHom i CRMP5 (CV2) [20]. o iHwKX BMaiB
paKy, 4acTo acolifoBaHuX i3 TaKUM GEHOTUMNOM, Ha-
nexartb afleHOoKapuMHoMa abo TepaTomMa SEYHUKIB
[13]. Mpun npoBeaeHHi AiarHOCTUYHUX OOCHIAXKEHb
XapaKTepHUM € HecneumdbiyHUM NneouunuTo3 NiKBopy
Ta 3ananbHi T2- abo T1-BorHuwa B 6GiNi peyvoBu-
Hi FOMIOBHOrO Ta CMMHHOIO MO3KY, WO HaKOMU4yloTb
KOHTpacT [13]. Lle pedpaKkTepHuii CUHAPOM i3 BigHOC-
HO MOraHWM JOBrOCTPOKOBMM NMPOrHO30M, afne NeBHy
ePeKTMBHICTb NPOAEMOHCTPYBaNM TaKi npenapaTw, K
umknodocdamia, putykcumab, ctepoiu [20].

Mo304KoBa fereHepaLis € OAHUM i3 Hannowupe-
HilLMX MNapaHeonaacTUYHMX BUSABIB paKy. YacTiwe
TPanNseTbCs MPU TakKX NyXIMHaX, 9K APIOHOKNITUH-
HWUIM paK NereHb, FNIHEKONOTiYHI NYXIMHKU, NYXJIMHKU MO-
JI0YHOI 3ano3u, nimboma XomkKiHa [29]. MauieHTn
crnoYaTky MOXYTb MaTl HEBUPA3Hi CUMMTOMM, TaKi AK
HEeCTiMKa xo[a, HicTarM i TpyAHOLLi 3 TOYHUMKU pyXaMu
pyK. Lli cumnToMKM 3a3BKUYal NporpecyoTb A0 aTaKcii
KiHLiBOK Ta Tyny6a, 3'9BN9€TbCA CKaHAOBaHa MOBa.
CvMNTOMM WIBMAKO MPOrpecyoTb (3a KibKa TUXKHIB
abo micsauiB) i cTabinidyoTbes Yepes NPUBIN3HO 6 Mic
BiO noyaTky 3axBoptoBaHHs [18]. [osiBa MO304YKOBUX
CUMMTOMIB MOXe nepeayBaTu AiarHOCTUL, 3N105KiCHOT
NyXJIMHKU 3a KinbKa micauiB abo pokiB [1]. Ha noyaTtky
PO3BMUTKY CUMMNTOMIB y BifIbLLIOCTi NALIEHTIB HA MarHiT-
HO-pPEe30HaHCHMX TOMOrpamax BIACYTHS naTosoris,
Xo4ya Yy [esiKMX CMOoCTepiraeTbCs MuHylLle AUDY3He
36iNblWEHHS NiBKY/b MO304Ka ab0 KipKOBO-MEHiHre-
anbHe NocuneHHs. Yepes aesikui Yac y Mipy nporpe-
CyBaHHSl MOXHa cnocTepirati aTpodito Mo304Ka [9].
Ha paHHil cTagii nporpecyBaHHs LIbOro CUHAPOMY 3a
JIONOMOrot0 MO3UTPOHHOI eMiciHOT Tomorpadii Mox-
Ha BUSBUTU rinepmMeTaboniam y MO304KY, TOAi fK Ha
Ni3HiN cTaaii cnocrtepiraTMmeTbes rinomMetTatoniam [9].
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Mpn aHanidi CMP yacto MOXHa BUSBWUTU MOMIPHUN
naeounTos, NiaABMLLEHHS PiBHA GinKa Ta/abo oNiroKo-
HanbHi cMyru. Lli pe3ynbTaTn He € aHi YyTIMBUMMU, aHi
cneumdiyHMMK [2]. XapaKTepHOO 03HAKO NapaHeo-
NNacTUYHOI AereHepaLlii MO304YKa Npw ricToNoriYHOMy
[JOCNIMKEHHI € 3Ha4YHa BTpata KNiThH lMypKiHbe, cnpu-
YMHEHA IMYHOMEPEXPECHOIO peaKLIE aHTUTIN NPOTH
3N108KicHOI nyxnuHu [2]. ng napaHeonnacTU4yHoI ae-
reHepaLllii MO304Ka XxapaKTepHi TaKki aHTUHENPOHaNbHi
aHtuTina: aHtn-Yo (PCA-1), aHtn-Hu, aHtn-Ri, aHtK-Tr,
aHT1-VGCC, aHTn-Ma, aHTn-CRMP5 (aHTN-CV2) i aHTK-
MGIUR. AHTU-YO-aHTUTING, TAKOX BiJOMI 9K aHTMTINA
[0 KNitTH TlypKiHbe/UMTONNA3MaTUYHI  aHTUTINA
TMny 1, BUABASAIOTb HaW4yacTille, 3a3Buyal BOHM
NoB’si3aHi 3i 3N0AKICHUMM NyXJIMHAMW MOJIOYHOI 3a-
1031 Ta FHEKONOTIYHMMU HOBOYTBOPEHHSAMM [2]. Bia-
NOBIAHO A0 Cy4aCHUX ysiBfieHb, aHTU-Hu-aHTUTINa Yac-
Tilwe TpanngawTbca NpU APiIGHOKNITUHHOMY paKy ne-
reHb, paKy nepeamixypoBoi 3a103U Ta CEMIHOMHOMY
paKy sieyka, aHTU-Ri xapaKTepHi 418 paky MOM0YHOI
3a/1031, SEYHUKIB Ta APIGHOKNITUHHOIO PakKy JIereHb,
aHTK-Tr i aHTM-MmGIuR1, iMOBIpPHO, BKa3ylOTb Ha JliM-
domy XomkKKiHa, aHTM-VGCC Tunosi gna agpi6Ho-
KNITUHHOIrO pakKky nereHb i fimdpom, aHTU-CRMP5S
(aHTM-CV2) — ansa ApiGHOKNITUHHOIO paKy JiereHb i
TMMOMM [2]. ns TOro wo6 ycTaHOBUTU TOYHWUI AiiarHo3
MHC, nauieHT i3 NigrocTpoto gereHepauieto Mo304Ka
NMOBWUHEH MaTW BMPa3Hi MO30YKOBiI CUMMTOMM, WO
PO3BUHYNMUCb MEHLIE, HiX 3a 12 TUXK, 3a BiACYTHOCTI
natonorii Ha MarHiTHO-pe30HaHCHI ToMorpami ro-
JIOBHOrO MO3KY, a TaKOX MOMipHY iHBaniaHiCcTb (Big
3 6aniB 3a MoaMdiKoBaHO LWKanot PeHKiHa). [o-
[JATKOBO A0 BCTAHOBJ/IEHOrO AiarHo3y paky NpoTarom
5 poKiB nicns nosiBU CUMMNTOMIB MatoTb 6YTK KIiHIYHiI
O3HaKM K CTaTMYHOI, TaK i AMHaMmi4HOI aTakcii [15].
Migroctpy gereHepauito Mo304Ka chig andepeHLito-
BaTW Bif AeMIeENiHi3yBaNbHUX 3aXxBOpPIOBaHb (PO3cid-
HWUM CKNEepo3, aBTOIMYHHI po3naau, TaKi 9K aereHepa-
i MO304Ka, acolirioBaHa 3 AeKapOoKcunasow rny-
TaMiHOBOI KMCNOTH, CapKOig03, CUCTEMHUIN YEPBOHUM
BOBYaK i xBopoba bexyeta), xBopobu Kpentudens-
Ja—$AKob6a, MynbTUdOKanbHOI NnerkoeHuedanonartii,
O nporpecye, metaboniyHmx poanagis (aediumt Bi-
TaMiHy B,,, eHuedanonartis BepHike, nos’d3aHa 3 an-
Koronem, ueniakis) [2]. BaxknMBe 3Ha4eHHS Ma€ BYac-
He BCTaHOBJIEHHS AiarHo3y. [1i3He po3ni3HaBaHHSA Ta
NiKyBaHHS NapaHeonnacTUYHOI AereHepaLlii Mo304Ka
MOXYTb MPU3BECTU A0 TAMKKOI iHBANiAHOCTI, OCKiNbKK
MOLWKOAXKEHHSI MO304Ka € HE3BOPOTHMM, KON XBOPO-
6a gocarna craHy crabinizauii cumnTtomis [2]. JliKy-
BaHHS NapaHeonnacTMYHOI AereHepadii MoO304Ka 3a-
JNIEXNUTb NEPEBAXKHO Bifl PaHHLOIO BUSIBJIEHHS Ta JiKy-
BaHHS OCHOBHOIO 3/109KICHOMO HOBOYTBOPEHHS. Ta-
KO € AaHi NpO NPOBEAEHHS iMyHOTEpanii CUCTEMHM-
MU KOPTMKOCTEPOiAaMu, BHYTPILUHbOBEHHUMW iIMYyHO-
rno6yniHamu, nnasmadepesomM, UuKkiodochamiaom,
TaKpoNiMycoM i PUTYKCMMaOBOM i3 Pi3HUM CTyNneHem
BionoBigi Ha nikyBaHHA [21]. YBeAEHHS BHYTPILIHbO-
BEHHOIr0 iMyHOr106yNiHY NMOKa3ano Xxopouly BianoBiab

y NaUIEHTIB, SKi OTPUMYBasu NliKkyBaHHS NPOTAroM Of-
HOro micsausa nicng nosieu cumntomiB [36]. MauieHTH,
AKi OTpMMyBanu NikyBaHHg npotarom 1—3 mic, 4acto
Masu cTabinbHUIM Nepebir 3axXxBOPIOBaHHS, Ti, XTO OTPU-
MYBaB JliKyBaHHS Ni3Hile 3 Mic Bif NOSBU CUMNTOMIB,
3a3BMYal Manu HeraTMBHUM pedynbtaT [36]. 3acTocy-
BaHHS iMyHOCYNPECUBHMX NpenaparTiB CyTTEBO HE 3Mi-
HIOBaJI0 HEBPOMOriyHoro gediumty [21]. Hemae paH-
[IOMi30BaHMX KOHTPO/IbOBAHMX KNiHIYHUX OOCNIAXKEHD,
npuceBsiveHnx nikyBaHHio MAM, wo, iMmoBipHO, nosic-
HIOETbCS Ay»e Masioto NMOLIMPEHICTIO 3aXBOPIOBAHHS.
IHWKA BUCOKOPU3UKoBMM THC — OMNCOKNOHYC-
MioKIoHyc cuHapom (OMC) cy6’eKTMBHO XapaKTepu-
3YETbCS reHepasnisoBaHUM TPEMOPOM i OCLMIONIELD,
06’'EKTMBHO — apUTMIYHUMM PI3HOCNPSIMOBaAHUMU
CaKKaM4YHMMK pyXaMn OYeKn i3 FOpU30HTaIbHUMMH,
BEPTUKANbHUMU Ta TOPCIMHUMKU KOMIMOHEHTaAMMU
(ONCOK/IOHYC), WO CYNPOBOMAXKYOTbCA MIOKIOHYCOM
KiHLiBOK i Tyny6a [14]. IHWKWMK KNiHIYHMMM O3HaKaMHU
MOXYTb 6yTM MO304YKOBa aTaKcis, eHuedanonaria Ta
NnopyLLUEeHHS cHY [23]. Xo4a cxema i To4HMI naTodisio-
NIOFYHUM MeXaHi3M OMNCOK/IOHYCa He BigoMi, pesynb-
Tatu JOCHigXKeHb cBigYaTb Npo Te, WO BiabyBaeETbCs
po3ranbMyBaHHS GacTurianbHOro sapa Mosoyka [39],
a B MexaHi3Mi ypaxeHHS KNiTUH OCHOBHY pPOJib Bifi-
rpatTb aHTUTINA [0 NOBEPXHI KNITUHU M T'yMOopasibHUI
iMYHITET [6]. Y OiTen uen cMHapPOM NOB’A3aHuM i3 Ha-
ABHICTIO HenpobnactoMun y 6n13bko 50 % BuMnagKis
[33]. ¥ mopocnux OMC Han4acTille acouiloeTbes 3
JAPIGHOKNITUHHUM paKOM NlereHb, MOJIOYHOI 3a103MK
Ta Ae4HMKIB [31]. Xoya Makxe BCi napaHeoniacTuyHi
aHTUTINa BMUCOKOr0 PU3MKY OyM 3apeecTpoBaHi B
NOOAWMHOKMX BMMAAKax LbOro CUHAPOMY, OGifblUiCTb
nauieHTiB (K OiTeNn, Tak i AOPOCNNX) Mann HEraTUBHI
pe3ynbtaTn TecTiB Ha aHTuTina [10]. Y HeBenukoi
niarpyny AOpOCauX, NepeBaKHO 3 PAaKOM MOJIOYHOI
3a031 Ta SFEYHMKIB, 3adikcoBaHi aHTUTING aHTK-RI,
a TaKoX NapaHeonnactMyHa aMcohyHKLUig cToBbBypa
MO3Ky M MO304Ka [28]. Y gopocnunx napaHeoniactuy-
HWUI OMNCOK/IOHYC-MIOK/IOHYC Masio pearye Ha iMyHo-
Tepanito. KoptuKoctepoign abo BHYTPIiLLHbOBEHHWM
iMYHOrIO6YNiH MOXYTb MPUCKOPWUTK TMONIMNWEHHA B
nauieHTiB 3 igionaTM4HMM OMCOKJIOHYCOM, afie He B
nauieHTiB i3 napaHeonnactnyHnum OMC [4].
MapaHeonnacTUYHUMN  MiaCTEHIYHUIN CUHOPOM
Nam6epta—IToHa (MMCJ1l) — HepBOBO-M'130B€ aB-
TOIMyHHE 3axXBOPKOBAHHSA, CMPUYMHEHE aHTUTINaMM,
HaLiIEHUMM Ha NpPeCcUHaNTU4YHI NOTeHLjian-3anex-
Hi KanbuieBi KaHann/VGCC (6aratocyb60anHUYHI Ka-
Hanu, aKi 3a6e3nedyloTb TpaHCMeMOPaHHWK MNOTIK
Kanbuito y BiagnNoBiab Ha noteHuian aii) [27]. In vitro
Li aHTUTINa MOXYTb iHOYKYBaTK NEpexXpecHy peakxLuiio
Ta iHTepHani3auito CBOEI MilleHi, Wwo 3anobirae no-
TOKY Kanblilo, AKMN HEOOXiOHWW ONS BUBINIbHEHHS
auetmnnxoniny [30]. Y 6nn3bko 60 % nauieHTiB i3
MMC/I1I eTtionoris napaHeonnactuyHa. JoBeaeHo, Wo
NYXIMHHI KNITUHW NIPU APIOHOKIITUHHOMY pPaKy ne-
reHb eKcrnpecyoTb ¢yHKUioHanbHi VGCC Ha cBOix
NOBEPXHEBMX MeMOBpaHax, a aHTUTINa y NauieHTiB i3
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MMCJ1I MOXyTb NpuUrHidyBaTn GYHKLIKO UMX KaHanie
[26]. TMapaHeonnaCTUYHUM MiaCTEHIYHHUN CUHAPOM
Jlamb6epTa—ITOHa YacTille TpannseTbCcs y YON0BIKIB
noxunoro BiKy [34]. KniHika UbOro CMHOPOMY MOXKe
NnoYnHaTUCA rocTpo abo niarocTpo. 3a3Buyan cro-
yaTKy 3'9BN90TbCS BUpa3Ha cnabKicTb i BTOMa, aped-
JIeKCis Ta BereTtatMBHi po3nagu. lepwmnmn Bparka-
I0TbCS MPOKCUMasbHI Bigaiiv HUXHIX KiHUiIBOK, Oani
CNabKiCTb NOLWMPIOETLCA MPOKCUMabHO-AUCTaIbHO
Ta KayfaanbHO-KpaHianbHO [38]. Y 6/1M3bKO NONOBUHMU
nauieHTis i3 MMCJIl 3anyyaloTbca 4YepenHi HepBH,
npy LbOMY HaM4acTille yparkacTbCqd OKOpyXxoBa rpy-
na, BusiBamMu € NTo3 i aunaonia. Takox MOXyTb BU-
HUKaTW AM3apTpia Ta aucodaria [7]. Bin 80 go 96 %
nawieHTiB MaloTb YpaxeHHs BeretatMBHOi HEPBOBOI
CUCTEMM, WO BUSABNSIETbCH OPTOCTATUMYHOIO TiMNOTEH-
3i€l0, 3anopamMu, iMMOTEHLIED Ta CyXiCTIO CIM30BUX
060/I0HOK, 0C06IMBO KcepocToMieto [32]. Ana BcTa-
HOBJ/IEHHS AliarHO3Y BMKOPWUCTOBYIOTb AaHi KIiHIYHUX
O06CTEXEHDb, eNleKTpoHerpomiorpadito i TeCT Ha aH-
TuTina go VGCC. [nsg npoBedeHHs avdepeHLuianb-
Hoi miarHocTtuku MMCJ1l 3 miacTeHielD 3aCTOCOBYIOTh
eNeKTpoHenpomiorpadito 3 NOBTOPHOK BMCOKOYac-
TOTHOO cTumynsuieto. Mpu MiacTeHii amnnityaa nicns
CTUMYNSALi 3MeHLyeTbes, Toai aKk npu NMMCJ moxe
3pOCTaTH, a TaKOX KIIHIYHO cnocTepiraTMMeTbes Nia-
BULIEHHS CWUIM Ta CYXOXMUNKOBUX pednekcis [24].
MapaHeonnacTUYHUI MiaCTeHIYHMIK cuHApoM Jlam-
6epTa—ITOHa € oagHMM i3 HebaraTtbox [MHC, skuin
fobpe pearye Ha iMyHocynpecito. [pogemMoHCcTpoBa-
HO ebEKTUBHICTb 3acToCyBaHHA nnasmodepesy abo
BHYTPILUHLOBEHHOIO BBEAEHHS iMyHOTrN06YNiHIB [37].

[Ans 6inbwocTi MHC eaHnM ePeKTUBHUM JliKyBaH-
HAM € BWAANEHHS OCHOBHOI MyX/MHW, IKa NPOAYKYE
aHTurenu [3]. 3 ornagy Ha PiBHOMAHITHICTb iIMyHOSO-
riYHUX peakuin y natoreHesi MHC gaHi woao imyHocy-
NnpPecuBHOI Tepanii € cynepedynnBuMn. IMyHoTepanis
MOX/IMBa SK €(PEKTUBHUM METOA JiKyBaHHA B TUX

KoHoniKTy iHTepeciB HEMAE.

BMMNaKax, KOJIM HEBPOJOTIYHI CUMMNTOMM € HACNIAKOM
NPSMOr0 YParKeHHS KNiTUH aHTUHENPOHANbHUMWU aH-
TUTIIaMKU OO0 NOBEPXHEBMX aHTUreHiB. OgHaK Hemae
NPOTOKOJIB iMyHOCYNpecuBHOI Tepanii [14].

Omke, y 6aratbox Bunagkax MHC € cknagHumu
LLOAO AiarHOCTUKM, OCKINIbKKM iXHi KNiHIYHI BUSABKU MO-
HYTb BYTM HecneumdiyHMMK Ta iX Nerko cnayratm 3
iHIWMMK HEBPOSOriYHUMKM abo iIMYHONOMYHUMKU 3a-
XBOPIOBaHHSAMM. Lle yCKnaaHioe npoLec B4aCHOro Bu-
SIBIEHHS OHKOJIOTYHOI0 3aXBOPIOBAHHS, L0 3MEHLLYE
llaHCK Ha YCMillHMI pe3ynbTaT Tepanii Ta noriplye
NPOrHoO3 A5 nauieHTa.

3 ornagy Ha 3pOoCTaHHS YacTOTM PaKOBMX 3axBO-
ploBaHb Ta iXHiM BENUKUM BMNAMB Ha 3arajibHy Mop-
GifHICTb | CMEPTHICTb PO3YMIHHSA Ta CBOEYaCHa ifeH-
TMdiKauis NMHC € akTyanbHO NPO6/EMOLO B Cy4acHin
MeauumHi. locniaxKeHHs B LLbOMY HaMpsiMi cnpusatume
NONIMNWEHHIO PO3YMiIHHA MeXxaHi3miB po3BUTKY MNMHC i
pPo3p0o6Li eDEKTUBHILLMX METOAIB iXHbOI AiarHOCTUKM
Ta NiKyBaHHS.

BUCHOBKHM

HavnowwupeHiwunmn deHotunamu MHC € nimo6iy-
HUIM eHuedaniT i nigrocTpa gereHepaLtis Mo304Ka.

Y 2021 p. nepernsgHyTo aiarHoCTUYHI KpuTepii MHC
Ta BpaxoBaHO 0COBMMBOCTI IMyHHMX MEXaHi3MiB ypa-
YEHHS HEPBOBMX KIITWUH, BBEAEHO TaKi HOBI AiarHoc-
TUYHI PiBHI, 9K TOYHWI, IMOBIPHWUIN, MOXTUBUN.

HoBi kKputepii gatoTb 3mory 6ifbll TOYHO Ta LWBKA-
Ko BuaBnatn MHC, wo gae MOXIMBICTb BYACHO MO-
yaTu NiKyBaHHA Ta NOINWKUTM NPOrHO3 419 NaLieHTIB.

DeHOTUMM BUCOKOIO PU3MKY XapaKTepu3ylTbes
NiAroCTPMM MOYaTKOM | LWBUAKUM MNPOrpeCcyBaHHSM.
Mpn iHCTpYMEHTaNbHUX AOCAIAXKEHHAX MOXI/IMBE BU-
ABNEHHS HecneundiyHUX 3MiH.

[Ans 6inbwocTti MHC eaMHnM ePeKTUBHUM JliKyBaH-
HSM € BWAANEHHS OCHOBHOI MyX/JMHW, IKa NPOAYKYE
AHTUTEHM.
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The current state of the paraneoplastic
neurological syndromes problem

Paraneoplastic syndromes (PS) are immune-mediated manifestations of a distant oncological process, which is
areaction of autoantibodies against antigens expressed by the fumor. These syndromes are divided into neurological,
endocrine, hematological, and dermatological. PS can be diagnosed before or in parallel with tumor detection
and often masquerade as neurological or psychiatric disorders. The review discusses the updated 2021 diagnostic
criteria, which include revisions to diagnostic levels since 2004, as well as new classifications of antibodies based on
the pathogenetic mechanisms of nerve cell damage and their frequency of detection in patients. The phenotypes
of high-, medium-, and low-risk paraneoplastic neurological syndromes (PNS) are highlighted, with a special emphasis
on the clinical features of high-risk phenotypes. Particular attention is paid to limbic encephalitis, its clinical signs,
specific antibodies, instrumental and laboratory studies, and associated oncological diseases. Encephalomyelitis and
subacute cerebellar degeneration are also discussed, detailing pathological changes, key antibodies and neoplasia,
emphasizing the need for differential diagnosis and immunosuppressive treatment. General features about opsoclonus
myoclonus syndrome, its clinical manifestations and causes, as well as Lambert—Eaton myasthenic syndrome
are provided, in particular, its association with small cell lung cancer is emphasized, and the features of diagnosis,
differential diagnosis with myasthenia gravis and freatment are highlighted. Based on the updated diagnostic criteria,
the data analysis will provide clinicians with guidelines for identifying specific phenotypes of PNS and associated
antibodies, which are key to improving diagnostic processes and selecting an effective treatment strategy.

Keywords: paraneoplastic syndromes, diagnostic criteria, limbic encephalitis, subacute cerebellar
degeneration, encephalomyelitis, opsoclonus-myoclonus.
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