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AnHomayusn

Beedenue. BpicTpoIiporpeccupyoInni Mo3:xeukoBbiil cuupom (BMC), KoTopsiil paHnee 0603HAYAICS KAK «IIO0CTPAs MO3KEUKOBasl /IeTeHe-
paIysa» WIK «I1apaHeoIJIACTHYECKas MO3KeUKOBas JiereHepalus », pezicTaBiisgeT co00H ayTOMMMYHHOE IIOPaKeHHe MO3KeUKa, B G0JIbITNHCTBE
CJIyJaeB aCCOIMHMPOBAHHOE C JIOKIU3YIOIINMCS BHE HEPBHOW CHCTEMBI 3JI0KaYeCTBEHHBIM HOBoOOpazoBaHueM. BMC oTHOCHTCA K rpyTIie mapa-
HEOIJIACTHYECKUX HEBPOJIOTHUECKHIX CHHIPOMOB U /Ie0I0THPYET Ha PAaHHUX, HEPEAKO JOKJINHUIECKUX CTA/IUAX OHKOIAaTo10ruy. CBOeBpeMeHHAast
JINarHOCTHKA €ro TPYZJHA, HO OYeHb Ba’KHA, ITOCKOJIBKY MOXKET CTaTh OTIIPABHON TOUKOH VI JA/IbHEHINETO IeJIeHAIIPAaBIEHHOT'O OHKOIIOUCKA.
Pe3yabmamut. B craTbe MPUBOANUTCS KJIMHUYECKOE OIMCAHUE MAIMEHTKU 40 JIET C O/I0CTPhIM Pa3BUTHEM TeMUATAKCUU U MTOCIIEYIOIUM ObICT-
PBIM HapacTaHUEM JIByCTOPOHHEH MO3KEIKOBOH CUMITOMATHKH, K KOTOPOH IPUCOEITUHUIINCH CTBOJIOBBIE CUMITOMBI. [IpOZIeMOHCTPHPOBAHA CIIOK-
HOCTb OHKOJIOTUYECKOT'O IIOMCKA y ATOH OOJIBHOM, JIUIIB IPUMEHEHNE TO3UTPOHHO-9MHCCHOHHOM TOMOrpad iy U MocsIe/ylolee uccaeaoBaHue Ouo-
nTaTa ovyara IOpakeHUs IT03BOJIMJIN WJIeHTU(UIIPOBATh MeTacTas HU3KOAUQGEPeHITNPOBAHHON KapIIMHOMBI MOJIOYHOH JKeJIe3bl B aKCHJUIAPHBIN
smmbatrdeckuii y3es. IIpp 5ToM cama OIyX0JIb B MOJIOUHOH 2KeJie3e Tak U He Obuia Hai/ieHa. [I0CKOJIbKy ITapaHeoIUIacTHIecKre aHTUTe A B KPOBU
U 11epeOPOCIIMHAIBHON JKU/IKOCTH ITAIIMEHTKH He ObUIN OOHAPYKEHBI, TO B COOTBETCTBUU C IMATHOCTUYECKUMU KPUTEPHAMH, IIPE/VIOKEHHBIMHU MeXK-
JIyHapO/THOH I'PYIIION 5KCIEPTOB B 2021 T., yCTAaHOBJIEH inarHo3 BepositHoro BMC. HauaTass OHKosioramMu Tepanusi OCTAaHOBIUIA JIaJIbHEIIIIee Hapac-
TaHMe HEBPOJIOTHYECKOT0 /iepUInTa, OTHAKO y MAIIMEHTKN OCTAINCH BhIPAJKEHHbIE OTPAaHUYEeHUS KU3HE/eATeIbHOCTH.

3axaroueHue. B craTbe 00CyXK/1aI0TCsI COBPEMEHHBIE ITOIXO0bI K 00c1ezioBaHuIo 601pHBIX ¢ BMC, npe/inosnaraoniye Haps/ay ¢ OIeHKON KJIMHU-
YeCKOH KapTUHBI 3a00JIeBaHUSA TaK)Ke UCCIIeI0BAaHNE HA IIPEJIMET BbIABJIEHNUS aHTHHEHPOHAJIBHBIX aHTUTEJ U IleJIeHAIIPaBIeHHbIH aKTUBHBIN
TIOMCK OHKOMIATOJIOTHH. [IpUBOAATCA KpaTKKe cBefieHnst 00 MCIO0Ib30BaHNUH MIKaIbl PNS-Care B JUarHOCTHKe ITapAHEOIJIACTUIECKUX HEBPOJIO-
THYECKUX CHH/[POMOB.

Bwbteo0ut. I1pe/icTaBlIeHHbIH KINHUYECKUH CJIydail IeMOHCTPUPYET TPYAHOCTH PACIIO3HABAHMS ATOTO CUHAPOMA U JMATHOCTUKH TOTO 3JI0KaUe-
CTBEHHOT'O HOBOOOpA30BaHUs, ¢ KOTOPHIM OH cBsi3aH. JlocToBepHbIH AuarHo3 BMC MoxkeT ObITh YCTAHOBJIEH JIMIID IIPU YCJIOBUY BBISBIEHUS
y GOJIBHOTO QHTHUTEJI BBICOKOTO MJIU CPEJIHEr0 PUCKA U OOHAPYKEHUs TAKOH OILyXOJIH, /i1 KOTOPOH M3BECTHA ACCOIMALUSA C STUM CHHPOMOM.
Knaiouesuvle c108a: GbICTPONPOrPECCUPYIONIHI MO3XKEUKOBBIM CHH/IPOM, ITOJJOCTPAsA MO3KEUKOBAs JieTeHepaliys, IIapaHeoIIaCTUIECKIEe HEB-
POJIOTHYEeCKHe CHUHPOMBI, aHTUHEHPOHAIbHbIE aHTUTEJIA.
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Abstract

Introduction. Rapidly progressive cerebellar syndrome (RPCS), previously referred to as “subacute cerebellar degeneration” or “paraneoplastic
cerebellar degeneration”, is an autoimmune disorder, wich in the most cases is associated with a malignancy located outside the nervous system.
RPCS is classified as one of the the paraneoplastic neurological syndromes and manifests in the early, often preclinical stages of oncopathology.
Its diagnosis is difficult, but is necessary, since it can become a starting point for further screening for cancer. The article provides a clinical de-
scription of a 40-year-old patient with subacute development of hemiataxia and subsequent rapid progression of bilateral cerebellar deficiency
associated with brainstem signs. The example of this case shows how difficult the diagnostic path is, since only the use of positron emission to-
mography and subsequent examination of a biopsy of the lesion in this patient made it possible to identify metastasis of poorly differentiated
breast carcinoma in the axillary lymph node. The tumor itself was not found in the mammary gland. Since paraneoplastic antibodies were not de-
tected in the patient’s blood and cerebrospinal fluid, a diagnosis of “probable” (not “definite”) RPCS was diagnosed in accordance with the diag-
nostic criteria proposed by the panel of experts in 2021. The treatment of cancer stopped progression of neurological deficit in the patient, but
she remained severely disabled.

Discussion. The approaches to the examination of patients with RPCS are discussed. Clinical assessment, neuronal antibodies testing and a tar-
geted screening for cancer should be performed. Brief information is provided on the use of the PNS-Care scale in the diagnosis of paraneoplastic
neurological syndromes.

Conclusion. The presented case demonstrates the difficulties of diagnosing the RPCS and the associated cancer. The “definite” diagnosis of
rapidly progressive cerebellar syndrome requires the presence of high or moderate risk antibodies and cancer that is consistent with the syn-
drome’s phenotype.

Key words: rapidly progressive cerebellar syndrome, subacute cerebellar degeneration, paraneoplastic neurological syndromes, antineuronal
antibodies.
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BBepgeHne

BricTponporpeccupyomui MO3KEUKOBBIH CHHAPOM
(BMC) mpencraBisier co60i ayTOMMMYHHOE IOPasKeHHe
MO3’K€UKa, B OOJIBIINHCTBE CJIyIaeB aCCOIMHPOBAHHOE CO
3JI0KaYeCTBEHHBIM HOBOOOpa30BaHHEM BHE CTPYKTYD
HepBHOU cucrembl [1—4]. Panee BMC o6o3Hauasicsi Kak
«IIO/IOCTPAsl MOBJKEUKOBAs JIeTeHEepalya», «IIapaHeoIlIa-
CTUYECKasd MO3KEUKOBAs JIeTeHepalusa» WU «IOA0CTpas
MO3KEUKOBasi aTakcus» [2, 5], OJ[HAKO MeKyHapO/(HasI
IpyIIIa 9KCIEPTOB B 2021 I. IPEJIOKUIIA OTKA3aThCA OT
CJIOB «JleTe€HEepalua» U «IIapaHEeOIIACTHYEeCKad», II0-
CKOJIBKY, BO-IIEPBBIX, P€Yb HJET O KJIMHHYECKOM CHUH/PO-
Me, a He ero MOp(OJIOTHYeCcKOi OCHOBE, U, BO-BTOPBIX, Be-
POATHOCTH OHKOIIATOJIOTHH Y 601bHBIX ¢ BMC X0T4 U BBICO-
ka (bostee 70%), HO He cromporieHTHA [6]. Tem He MeHee
BMC TpaguIOHHO IPUYUCIIAETCA K TPYIIIe IapaHeoIlla-
cTrueckux HeBposiornueckux cuuzapomon (ITapHC) [6-8].
ATH PAacCTPONCTBA MOTYT BOBJIEKATH JIIOOOH OT/eJI HEPBHOH
CHCTEMBI, Pa3BUBAIOTCSA B ACCOI[UAIUY C JIOKAIU3YIOIIENcs
BHE HEPBHOM CHCTEMbI OHKOIIATOJIOTHEN ¥ UMEIOT UMMYHO-
OIIOCPEZIOBAHHBIN IaTOT€He3, KOTOPHIA IO TBEPK/AETCS
YacThIM IIPUCYTCTBUEM CIIeNU(PUIECKUX aHTUTEJI, HAllPaB-
JIEHHBIX IIPDOTHB HEHPOHAIBHBIX (Yallle — BHYTPUKJIETOY-
HBIX) aHTUTEHOB [6, 9, 10].

ITapHC BcTpeuaroTces, 0 JAaHHBIM PA3HBIX UCCJIe/I0BATe-
JIeH, y 0,1—10,0% GOJIbHBIX C OHKOIIATOJIOTHEH [11, 12], 1 u3
4qucsIa BeexX 3Tux cuHApoMoB BMC cocTaBifoT 0Koo 28%
[11, 13]. B Hacrosiiiiee BpeMmsi TPE/JIOKEHO Pa3/essiTh
[TapHC Ha QeHOTHIBI BBICOKOTO pHCKa (10 2021 I. OHHU
0003HAYAINCH KAK «KJIACCHUECKHE CUH[POMBI»), CPE/IHETO
u Hu3koro pucka. BMC otHOcuTes Kk (peHOTHIIAM BBHICOKOTO
PHCKa, IIPU KOTOPBIX BEPOATHOCTH OHKOIIATOJIOTUHU Y 60JIb-
HBIX TIpeBbIaet 70% [6].

BMC, kak u apyrue [TapHC, nebroTupyer Ha paHHUX CTa-
JIUSIX OHKOIATOJIOTHH (WM ee PeIu/iiBa), KOT/a ee ellle
TPYZHO OOHAPYKUTb. B 5TOH cBA3HM 0cob0e 3HAUEHHE IIPU-
JlaeTcsl CBOeBpeMeHHOMY pacrno3Hanuio bBMC, upertudu-
KAl KOTOPOTO JUKTYET HEOOX0IUMOCTb LieJIeHAIIpaBJIeH-
HOTO JIUATHOCTUYECKOTO IIOMCKA TOTO 3JI0KAYECTBEHHOTO
HOBOOOPA30BaHMU:, ¢ KOTOPBIM OH cBsi3aH [8]. B To ke Bpe-
MA pacniozHaBanue bMC kak BapuaHTa IapaHeoIiacTude-
CKOTO IIOpaKeHUs HEPBHOW CHCTEMBI YaCTO BBI3BIBAET
TpyZHOCTH. [IpHBOANM cOOCTBEHHOE KIIMHIYECKOe HabJIIo-
JleHue.

[ManrenTka 40 Jiet, Oyxranrep. OT MalMEeHTKH TOJIyYeHO
nojrucanHoe MHGOPMHUPOBAHHOE COIVIACHE Ha IPOBeJe-
HUe 00cjeoBaHUs U IMyOJIMKAIMIO ero pe3yJsibTaToB 6e3
YKa3aHUA UMEHH.

3abosiena 2,5 roga Hazaz (B Mae 2022 T.), KOI/ia cTajia OT-
MeyaTh JIETKYI0 ¢1ab0CTh B IIPABOU PyKe U HOTe, Hapylie-
HUe II0YepKa, U3MEHEHHE IIOXO/KH.

BpenHble TPUBBIYKY, XDPOHUUECKUE 3200JI€BAHUA U TPAB-
MbI oTpuriaetT. CeMeHbIN aHAMHE3 He OTSTOIIEH.

B HeBpoOJIOTHYECKOM CcTaTyce Ha MOMEHT IEPBHYHOTO 00-
pareHus (2,5 rozja Ha3a) 0OHAPYKUBAIACh IPABOCTOPOH-

HAsL yMepeHHas MO3KEeUKOoBas reMHaTakcus, 0e3 HHOTO
HEBPOJIOTUYeCKOro Jledunura. MarHUTHO-pE30HAHCHAS TO-
morpacdusi (MPT) rosoBaoro mosra (I'M) maToIOTHYECKUX
M3MeHEeHUH He BhIABmIa. OOIui 1 OMOXUMUYECKHUI aHAJIH-
3Bl KPOBU U 001N aHAIN3 MOYH — 6e3 0coOeHHOCTeH. AHa-
JIM3BI KPOBU HA aHTHUTENA K BUPYCy UMMyHozAedunura ve-
JIoBeKa, reratutaM B u C, 6y1e/THOM TpertoHeMe, BUPYCY KJle-
meBoro sHIedanuTa, 6oppenaM, TOKCOIUIa3Me — OTPHUIA-
TeJIbHBIE.

PesysipraThl 00111€r0 aHaIN3a [epebpOCIMHATBHOH KU -
xoctu (LICXK): 3 sumdbouaHble KIETKA B 1 MM3, OeI0K
0,44 /71, ToKo3a 3,5 mmous/n. Wccregosanue LICK Ha
OJINTOKJIOHIBHBIH UMMYHOTI00y1nH (Ig) G BRIABUIO 1-#
TUI cuHTe3a. TakuM 06pa3oM, reHe3 MO3KEYKOBON CHMII-
TOMATHKH OCTaBaIcsA HesACHBIM. IlannenTKa OpliIa ocTaBJie-
Ha 11071 Ha0JII0/IeHeM Y HEBPOJIOTOB.

Ha npoTs’keHNU MOCIeAYONIUX 2 MeC Y MaUeHTKH I10-
CTEIIEHHO CTajia CHUIKATHCA Macca Tesa (Ha 2—3 KI' 32 Kax-
JIBIH MecsIl), CHJIFJIOCH IOIIAaThIBaHUE IIPU X0b0e (cTanta
HY?K/IaThCs B OIIOPE), & 3aTeM IOSBUJINCH IBOEHUE B IJIa3axX
IIpU B3IJVIAJIE BIIPABO, HAPYIIEHUE PEUU U IONEPXUBAHHE
IIPU IJIOTAaHUU. B HEBPOJIOrMYECKOM CTaTyce 4yepes 2 Mec
nocyie nebrora 3abomeBanusa (MI0JIb 2022 T.) OTMEYaJsICs ro-
PU30HTAJIBHBIA KPYIHO-aMIUIUTYAHBIA B30P-HHIYLIHPO-
BaHHBIN pa3sHOHAIIPABJIEHHBIN HHUCTArM, HEZJOCTATOYHOCTD
(yHKIIMM TIPAaBOTO OTBOAAIINETO HEPBA, CKAHUPOBAHHAS
peub, BbIpa’keHHasA aTakcus B 1ose PombGepra u npu BbI-
IIOJIHEHUH KOODPJUHATOPHBIX Npo0, 6e3 NpU3HAKOB BO-
BJIEUEHNS IEHTPAJIbHOTO U Iepr(epUIecKoro MOTOHEHPO-
HOB U CEHCOPHBIX HapylleHW#. VI3MeHeHUH B 00IIeM u
OMOXMMUYECKUX aHAJIN3aX KpoBU, B 061ieM aHanuze [JCXK
He BBIABJIEHO, OIUTOKIOHAIBHBIN Ig B LICXK He 06HapyxeH
(1-3 T cuHTE3a).

IMosropuass MPT I'M (uiosb 2022 T.) BBISIBUJIA OYar m3-
MeHeHHOro MP-curaasa B MpoeKIuy 3y0UaToro sa/ipa Mo3-
JKeUKa CIpaBa, He NMEBIINH YETKUX I'PAHUL], PACIPOCTpa-
HABIIMMCSA HAa BEPXHIOID MO3KEYKOBYIO HOXKKY, 06e3 macc-
3¢ dexTa U IPU3HAKOB HAKOIIJIEHUS KOHTPACTHOTO Belle-
crBa. BOJIBHOM YCTAHOBJIEH JUATHO3 «JI€MUETHHU3UPYIO-
mee 3a6osieBanue I'M, KJIIMHUYECKH H30JIMPOBAHHBIN CHH-
JIpoM, MOHOGMOKJIBHBIA BapuaHT». HaszHaueHa Iysbc-Te-
panus MeTUJPETHU30JI0HOM 1000 MI BHYTPHUBEHHO,
5 BBeZleHUH Ha Kypc. OfHAKO MOJIOKUTETbHOTO 3¢ derTa
He pocturHyTo. CocTOsIHIE NAIMEeHTKH MPO/I0JHKAI0 IPO-
IPECCUBHO yXyAmaThes. Yepes 5 Mec nocsie aebiora 6osies-
Hu (HOsI6pB 2022 T.) ee Macca TeJsia CHU3WIach Ha 8 Kr (puc.
1), @ K pe3KO BBIPAXKEHHOU CTATUYECKOH U JINHAMUYECKOU
MO3KE€UKOBOU aTaKCHUU IIPUCOEUHWICA TIPYOBIH IOCTY-
PaJIBHBIA TPEMOp TOJIOBBI, TYJIOBHINA U KOHEYHOCTEH,
OysibOapHble HapylIeHHs B BUAe Aucdaruu, yCyryouIuch
[JIa30/JBUTaTEIbHBIE HAPYLIEHHsA B BUZE Iape3a OTBOJA-
IIUX HEPBOB C JBYX CTOPOH, 3aMeJlJIEHEe TOPU30HTAIbHBIX
cakkay. CoxpaHsaach AU3apTPUs, KPYIHO-aMIUTUTYJHBIA
B30DP-HH/IyINPOBAHHBIA pPa3HOHANPABJIEHHBIH HUCTArM.
BonpHasg yrparuiia BO3MOKHOCTh HE TOJIBKO CaMOCTOSI-
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MauuenTKa J1,, 40 neT. Boipa)KeHHOE CHUXKEHMEe Macchl Tena.
Patient L., 40 years old. Marked decrease in body weight.

18.07.2023 12:10

TEJIbHO IIePEABUTAThCA, HO U Y/AEP:KUBATh PaBHOBECHE B
IIOJIOJKEHUH CHJIA.

B o0mieM 6MOXHMHUUYECKOM aHaINu3€ KPOBH W3MEHEHHH
[O-TIpE’KHEMY He BBIABIANOCH. 110 qanapiM MPT I'M (HO-
A0ph 2022 T.) COXpAHAJICA MAaTOJIOTHYECKUU OYar B IIPO-
eKIuy 3y04YaToro Azpa MO3KeuyKa CIIpaBa ¢ paclpocTpaHe-
HHEM Ha BEPXHIOI0 MO3KEYKOBYIO HOXKKY U ITOSBUJIACH He-
Gospas 30Ha GOKATBHBIX KOPKOBBIX CTPYKTYPHBIX U3Me-
HEHUH B 3aThJIOYHOM /I0JTH B 00JIACTH KJIMHA, PACIeHEHHAS
KaK WIIEMUYECKUH ovar. YYUThIBas HEYKJIOHHOE HapacTa-
HUe HEBPOJIOTHYECKOTO JiepUIUTa IPH OTHOCUTEIHHO CTa-
6wibHOM MPT-kaptuHe, ex juvantibus npunaTO perienue
IIOBTOPUTH IIyJIC-TEPANIUIO METHJIIIPETHU30JI0HOM, IIO
1000 Mr/cyT, Ha NPOTSKEHUU 5 JAHEU exeHeBHO. IToso-
JKUTeJIbHOTO 3(pdeKTa BHOBb He JIOCTUTHYTO. BBHy cre-
POH/IOPE3UCTEHTHOCTH COCTOSIHUS C I[€JIbI0 KMMYHOMO/LY-
JIAIIMY BHYTPUBEHHO BBOAWIICA Ig B /103€ 0,4 T HA 1 KT Mac-
CBI TeJla — 20 T 5 JHeH nozpsAz 6e3 CymecTBEHHOrO Tepa-
IIeBTUYECKOTro 3pdeKTa.

Ha panHOM 3Tame 3amo/io3peHa NapaHeoIIacTUYecKast
3THOJIOTHA MIPOIlecca M Ha4aT OHKOIIOUCK. AHQJIN3 KPOBU U
I CXK Ha napaHeoniacTUuecKre aHTUTeJIa JJajl OTPUIATe Ib-
HBIN pe3yJIbTaT. YJIbTPa3ByKOBOE HCCJIeI0BAaHNE IITUTOBU/I-
HOH »keJie3bl, Mammorpadusi, GbubporpacTposyaieHOCKO-
1A, KOJIOHOCKOIINS, a TAK)Ke MYJIbTHCIIHPAIbHAA KOMIIBIO-
tepHas Tomorpadus (KT) rpynHO# KieTKH, OPIOUIHON 1Oo-
JIOCTH ¥ MJIOTO Ta3a HOBOOOPA30BaHUI He BBLABUIIU.

IIpoBesieHa MOJHOTENbHAS IO3UTPOHHO-3MUCCUOHHAS
tomorpacdus (II9T)-KT, no peadysnbraTram KOTOpPOi 06HApY-
JKeH aKCWUIAPHBIM snMdoysesl ¢ IpU3HAKaMU afieHola-
THH, C TUIIEPMETA00IMYECKON aKTUBHOCTBIO METacTaTHye-
ckoro xapakrepa. Tpeman-Ouoncus JaHHOTO JUM(DOy3IIa
yKa3ayia Ha HaJIM4Ire MeTacTa3a Hu3koaudgepeHnnpoBaH-
HOU KapruHoMbI MosiouHOU kese3bl (MJK). ITpoBenena
MPT MK c xoHTpacTupoBaHHEM, epBUYHBIN ouar B MK
Tak u He oOHapyxeH U pak MK (PMJK) pacueHeH Kak OK-
KYJIbTHBIN.

Ha ocHOBaHMH NOJy4YeHHBIX /JAHHBIX HEBPOJIOTHMYECKHI
JuarHo3 ObUT cHOPMYJINPOBAH KaK «BEPOATHBIN MapaHeo-
mactuyeckuii BMC (mapaseoruiacTiaeckas MO3KeuKOoBas
JleTeHeparnysi), ¢ BRIPAYKEHHON CTaTUYECKOW UM JUHAMUYE-
CKOU MO3KEYKOBOH aTakched U 3JKCTparepebesuIsipHOi
CTBOJIOBOU CHUMIITOMAaTHKOW». HecMoTpst Ha oGHApYKeHUe
OHKOIIATOJIOTUHU, OTCYTCTBHE AHTUTEJI BHICOKOTO UJIU CPeJl-
Hero pucKa B cbIBOpoTKe KpoBu u LICXK nanueHTKy He m03-
BOJIWJIO (B COOTBETCTBUU C JUATHOCTUYECKUMHU KPUTEPUS-
MU 2021 TI.) yCTAaHOBUTH «[OCTOBEPHBIN» unarHo3 [TapHC.

[TanpeHTKa HampapjieHa K OHKOJIOTAM /ISl ITPOBeJIEHUS
JIeYeHUs COIJIACHO COOTBETCTBYIOIEMY ITPOTOKOJy. Ilosu-
XUMUOTepaIus BKJIYaIa JOKCOpyounuH, nukiaodocda-
MU/, JoLeTaKcesl. BoybHAasA Tak:Ke OCTaBayach 1oJ| HabJro-
JIeHHEM HEBPOJIOTA, OCYIIECTBJIABIIET0 CHUMIITOMaTH4e-
cKkyto Tepanuio. Ha 3ToT mepuos BpeMeHH ITanifieHTKa Haxo-
JIAJIach B ICHOM CO3HAHHUH, OblJIa ODHEHTUPOBAHA B MECTE,
BpEMEHH U JINYHOCTH, aZieKBATHO OOIayiach, BBIIIOJIHSIIA
BCe MHCTPYKIIUHU, IPHU 3TOM ObLIA II0/IaBJI€HA, BHICKA3bIBA-
JIa CyuIuiasibHble MBICTIU. /|11 yMeHbIIeHUs BhIPaKeHHO-
CTH TPEMOpa Ha3HaYeH KJIOHA3elaM B CyTOYHOH /I03€ 2 MT
U B KauecTBe AHTH/IENPECCAHTA — BOPTHUOKCETHH B JI03€
10 Mr/CyT.

ITocsie BTOPOTo Kypca HOJUXUMUOTEPANINY Y HAINEeHTKH
MIOSIBIJIOCh OHEMEHHE B PyKaxX U HOTax M IOCTEIIEHHO BO3-
HUKJIA TUIIOTPO(MHA MBIIII KUCTEH U CTOII, YTO OBLIO pac-
[IeHEHO KaK IIPOsBJIEHNE WHJYIIMPOBAHHOM ITUTOCTATHUKA-
MM IIOJINHEBPONIATUH. B 3TOI CBA3M 10 COTJIACOBAHUIO C OH-
KoJioraMu 0OJIFHOM ObLIa Ha3HAUEHA THOKTOBAsI KUCJIOTA B
J103e 600 Mr/cyT.

ITocsie 3aBepmieHus 6 KypcoB IMOJUXUMHUOTEPAIINH Yepe3
15 Mec oT ziebroTa 3abosieBanus (aBryct 2023 r.) 60JIbHOM
noBTOpHO BeImonHeHa [I9T-KT, pesynprarsl KOTOPOU yKa-
3aJ7I1 HAa yMeHbBIIIeHHEe Pa3MepOB paHee BBIABIEHHOTO aK-
CHJIJIIPHOTO METACTAaTUUeCKOTO JUMQPATHIECKOro y3Jja
cmpasa. ITo qarasM osTopHO MPT I'M oTMeuasocs cHU-
JKeHHe UHTeHCUBHOCTU MP-curHasa ot ouara B IpOeKIuu
3y04aToro s/pa MoO3:Keuka cipasa. I1o cpaBHEHHIO ¢ TeM
COCTOSIHHEM, KOTOpOe OBLIO /10 Havasia MOJUXUMUOTEpa-
UM, Y MAaIMEeHTKU UMeJIHCh II0JI0KUTeIbHbIE N3MEeHEeHU B
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HEBPOJIOTMYECKOM CTaTyce B BUJIE NCUE3HOBEHUA HICTAarMa
U Iapes3a IIPaBOrO OTBOJAIINETO HEPBA, CYLIECTBEHHOTO
YMEHBIIEHN BBIPAKEHHOCTH OyJIbOAPHBIX HAPYIIEHUH U
TpeMopa TYJIOBUIIA K TOJIOBBI, HEKOTOPOIO YJIYYIIEHUS
CTaTO-JIOKOMOTOPHBIX (QyHKIHNH. OHa BOCCTAaHOBUJA CIIO-
COOHOCTB CUZIETD, CTOATH U IIPOXOAUTH HEOOJIBIIYIO IUCTAH-
[MI0 C ITIOCTOPOHHEHN MOMOIIBI0. 3a IOCJIEAYIOUIUE 2 MeC
JIOTIOJIHUTEJIBHOTO YJIYYIIEeHUS He OTMevYayoch, W IIPH
OCMOTpe uepes 17 Mec 1ocjie MaHuecTanuu 3a601eBaHNsA
(oxTsIOpH 2023 T.) COXpaHsIACh CTATUYECKAs U JIMHAMUYE-
CKasf aTakcus, U 60JIbHASA OCTaBAJIACH 3aBUCUMOH OT IIOCTO-
POHHEH IIOMOIIY IIPU CTOSTHUU U X0JIb0e.

O6cyxaeHune

BriepBble CBfA3b BO3HUKHOBEHUS IIPOIPECCUPYIOLIEH Jie-
reHepary MO3)KeuKa ¢ OHKOIATOJIOTUEH (paK sSIMYHUKA)
onucana bosiee 100 JIeT Ha3a/l, OJHAKO AyTOAHTUTENIA K Be-
mectBy I'M npu pmamHO# natostoruu u apyrux ITapHC Ha-
Jaid U3y4daThes JIMINb B 1980-€ rozsl [9, 14, 15]. C aroro
BpEMEHH CTAJI0 PA3BUBATHCS IIPE/ICTABJIEHHE O TOM, YTO I1a-
TOJIOTUYECKOE BO3/IEHCTBHE HA HEPBHYIO CHUCTEMY Y 60JIb-
HBIX ¢ BMC, accoruupoBaHHBIM ¢ OHKOIIATOJIOTHUEN, NUMEET
MMMYHOOIIOCPE/IOBAaHHBIN XapaKTep U OTJINYAEeTCs IO Me-
XaHU3MaM OT HelloCpeICTBeHHOTro paspyuenusa I'M omyxo-
JIEBBIMU KJIETKaMU [7, 14, 16].

AyTOMMMYyHHBle MEXaHU3MBbI, Jiexxamue B ocHoBe BMC
(mapaHeoIIacTUYeCKO! JleTeHepauy MO3KeUKa), B yIIpo-
[[EHHOM BU/I€ OIMCHIBAIOTCS CyIe/yonum obpasom [17, 18].
AyroaHTHTesa y OOJIBHBIX C JJAHHBIM CHH/IPOMOM HalleJIeHbI
Ha BHYTPHKJIETOUHbIE aHTUT€HBI, KOTOPbIe NMEIOT CXO/ICTBO
¢ anTureHamu omyxosu [15]. [Tocse rubesiv HEKOTOPBIX Kite-
TOK OILYXOJIH €€ IIOBEPXHOCTHBIE U BHYTPUKJIETOUHBIE OEJIKH
darouuTupyoTcs U 1epepabaThIBAIOTCA B JIEHAPUTHBIX
KJIETKaX, KOTOpble MUTPHUPYIOT B nepudepudeckue jumda-
THUYECKHe Y36l [7]. OTH KIETKH NPE3eHTUPYIOT aHTUI'€HBI
omyxosu (HanpuMmep, antureH Hu) ¥ CeHCUTH3UPYIOT HauB-
Hble CD4+ T-numdonuTel, KoTOpele 1OCiIe 3Toro Audde-
peHnupyoTes B aHTUreH-crieruduansie CD4+ T-xesmepsl.
Hexoropsle u3 stux T-xesimnepoB 3aTeM BbIIEIAIOT IUTOKH-
HBI U akTuBUPYT CD8+ nurorokcnyeckue T-mumponuTs
(T-xwinepsl), KOTOPBIE, B CBOIO OUEPE/Ib, PACIIO3HAIOT aHTH-
TeHHBIH IIEITH/] B COCTaBe IJIABHOT'O KOMILIEKCA THCTOCOBMe-
CTHMOCTH IIEPBOTO KJIacca M BBI3BIBAIOT AIlOITO3 IIPE3eHTH-
PYIOIINX TOT aHTUTEH KJIETOK, B TOM YHCJIE U KJIETOK HEPB-
HOU cucrembl [17, 19]. Takum o6pa3om, rubesib HEUPOHOB
npu BMC omocpeioBaHa IUTOTOKCHYECKHM JI€ACTBUEM
T-nmumdonuToB, a He IPAMON aTaKoW HA HUX ayTOAHTHUTEI
[15, 20]. 9tum naTorene3 BMC kak mapaHeoIIacCTUYeCKOTO
paccTpoiicTBa OT/IMYaeTcs OT IAaTOreHe3a TeX ayTOMMMYyH-
HBIX HEBPOJIOTMUECKUX PACCTPOUCTB, IIPYU KOTOPBIX UMMYH-
HBII OTBET OIIOCPEOBaH B-kieTkamu, M CHUHTe3UpyeMble
ayTOaHTHTEJIA CBA3BIBAIOTCA HEIIOCPE/ICTBEHHO C aHTHUIeHa-
MU KJIETOYHOH IOBEPXHOCTH [10, 21].

BMC mo:xxeT Ma"upeCcTHPOBATh B Bo3pacre oT 26 /10 85
JIET, HO 4Yallle BCET0 — Ha IIECTOM JIECATHIETHH KU3HH [4,
17]. Y mabsromasieiica HaMmu 60JIbHON OTMEUasIoch JOCTa-
TOYHO PaHHee Pa3BUTHE IAHHOTO CHH/IPOMA, YTO OTYACTH
MIOCJIY’KHJIO IPUYUHOU IIEPBOHAYAIBHOHN OIIMOOYHOU JH-

arHOCTUKH PACCESHHOTO CKJIEP03a (KIMHUYECKH U30JIHPO-
BAHHOTO CHH/IPOMA).

PazButue BMC nHanbosee gacro conpsioxero ¢ PMIK, pa-
KOM SIMYHUKOB, JIETKUX (MEJIKOKJIETOYHBIM U HEMEJIKOKJIe-
TOUHBIM) U JiuMbomamu [6, 7, 15]. Cumnromaruka y 30%
6OJILHBIX BO3HUKAET JI0 MPOSIBJIEHUH OHKOIaToorun [22].
B sTOM mlaHe ommChIBAEMBIA HAMU CIyJadl sBJISETCA Xa-
paxTepHbIM, I0cKoabKy BMC y manueHTKy ObLI COIPSKEH
¢ xapouHOoMoit MJK m manmdecTHpoBas 10 BOSHUKHOBE-
HUA KaKUX-JIHU00 IPU3HAKOB OHKOIIATOJIOTHH.

BMC xapakrepusyeTcs BO3HUKAIONIEH MTOJIOCTPO (32 He-
CKOJIBKO JIHEl/Henesb) OBICTPO IIPOrPECCUpYIOLIeH, Kak
MIPaBUJIO, IBYCTOPOHHEN TSKEJION MO3KEUYKOBOU HEIOCTA-
TOYHOCTHIO, IPUBOZAIIEH K OTPAHUYEHUIO JKU3HEeATe b-
HOCTH M€Hee YeM 3a 3 MeC, IPH OTCYTCTBHUH CYI[ECTBEHHOU
aTrpoduy MO3KeuKa Ha PaHHHUX CTauAx 3abosieBaHud [2,
6]. Topaszo pexe B 1e0I0Te OTMEUAIOTCS OJTHOCTOPOHHUE
HapyllleHus, KaK B ONUCHIBAEMOM HaMH ciy4ae. B To ke
BpeMs reMuaTaKCHs y HabIio/1aBuielics MaueHTKH BCKOpe
CMeHWIach OWJIaTepabHOH MO3)KEUKOBOM CHMITOMATH-
KOH, IIpH 9TOM 3abojieBaHHe OBICTPO IIPOTPECCHPOBAJIO,
IIPUBENA K TSAMKEJIOU WHBAINIUBAINHY YKe Yepe3 HECKOJIb-
ko MecAres. Becema peaxko BMC umMeer cBepxocTpoe WU,
HaIIPOTUB, MaJI03aMeTHOE HAYasIo0 ¢ MeJIJIEHHBIM IIpOTrpec-
CHPOBaHUEM, HMUTHPYIOIee HeHPOiereHepaTHBHYIO I1aTo-
Joruio [6].

BHauasie eIMHCTBEHHBIM IIPOSABJIEHIEM MOXKET OBbITD CTa-
THUKO-JIOKOMOTOPHAS aTAKCHUA — BBIPa)KEHHAsA HEYCTOWYU-
BOCTb IIPU CTOSIHUH U XOAbOE, IOIIAThIBAHKE B CTOPOHBI,
pasHas JUIMHA I1ara, IIIpoKas IJION[A/Ib OIIOPHI, KaK 3TO U
OBLIO B IPUBOAMMOM cirydae. HecKoIbKo IO3/1Hee IIPHCo-
€IMHAIOTCSA ATAKCHA M MHTEHIIMOHHBIH TPEMOP B KOHEUHO-
crsax [1, 6, 23]. XapakTepHa TakKe «CKaHIUPOBAaHHASI»
peYb - HEeBHATHAs, OTPBIBUCTAsA, C pa3/ieJieHUEM CJIOB HA
OTZIeJIbHBIE, IIPOU3HOCHMBIE C PA3HOU I'POMKOCTBIO CJIOTH
[5, 16, 17, 24].

B GospIIMHCTBE CIydaeB IMPU3HAKU MO3KEUKOBOH JiUcC-
(yHKIME codeTaloTCA C dKCTpariepeOesIIPHON, IIPenMy-
I[eCTBEHHO CTBOJIOBOU CHMIITOMATHUKOU. BosbHBIE Hepen-
KO OTMEYAIOT OCIIUJIJIOICUIO W JUILIONUIO (0e3 SBHOIO OKY-
stoniapesa). OO BEKTHBHO BBIABJIAIOTCA HAPYIIEHUs JIBUKE-
HUHM T1J1a3 (BEPTUKAIBHBIN, MPEUMYIIECTBEHHO OB
BHU3 HUCTarM; HeCTAOMIBHOCTD IIPOU3BOJIBHON (PUKCAUY
B30pa 3a CYeT HWHTPY3UBHBIX MHKPOCAKKAJ; IIPEPHIBU-
CTOCTH IUIABHOTO CJIEKEHUsA; TUIIEPMETPHS IIPOU3BOIbHBIX
cakkas). BoaMokHBI TupaMuAHbIN U OyI0apHBIA CHHAPO-
MbI [23]. dkcTpanepebeyiApHble HAPYIIEHHUA O0BACHAIOT-
ca TeM, 4To nopaxkenue I'M npu BMC He orpaHuunBaercs
MO3KEYKOM, a PACIPOCTPAHAETCA U HA CBA3AHHBIE C HUM
CTPYKTYPHI IleHTpaibHOU HepBHOM cuctemsl (ITHC) [6, 17].
PazBuTHe CTBOJIOBOM CHMIITOMAaTHKH Y OIKUCHIBAEMOH Ia-
IIMEeHTKH 3aTpy/AHWIO pacno3HaBanue BMC. B 3Toit cBsa3u
CTOHUT OTMETHTD, YTO U30JIMPOBAHHASA MO3KEUKOBAs CHMII-
TOMAaTHKa XapaKTepHa IPEeHMYIECTBEHHO I GOIBHBIX, Y
KOTOPBIX BhIsABIIsIOTCs anTtutesna Yo (PCA-1) u Tr [6, 17].

Ananus [ICXK mpu BMC mozkeT 6bITh B HOpMe (KaK y OIu-
ChIBaeMOU OOJIBHOM) JIN60 BBIABIATH YMEPEHHBIH JTUMGO-
OUTApHBIA TIJIEOIIUTO3, BBICOKYIO KOHIIEHTpAIUI0 OeJka
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Y/WIN TATOJIOTWYECKUH CHHTE3 OJIMTOKJIOHAIBHOrO IgG,
VKa3bIBAIOIIMI Ha MHTPATEKTAJIbHBIA CHHTE3 aHTHUTEN [3,
17, 23, 25].

MPT I'M Ha MOMeHT mosiBjieHUs cumnromatuku BMC
[1aTOJIOTHYECKUX M3MEHEHHUH OOBIYHO elne He OOHapyKu-
BaeT, XOTs1 UHor/Aa (OYeHb PeZKO) BO3MOXKHO HeOOJIBIIoe
KOHTPACTHOE YCUJIEHHE JIUCTKOB Mo3:keuKa (J1at. folia cere-
belli), uto Tpebyer nuddepeHnNaNTBHOrO UATHO3A C JIell-
TOMEHUHTeJIbHBIMH MeTacTazamu. Co BpeMeHeM IIocTe-
IIEHHO IIPOrPeCcCUpyeT aTpodus MO3KEUKa, YTO CJIeNyeT
VYUTBIBATh IpU AU epeHInaIbHON AUAaTHOCTUKE C Ha-
CJIEZICTBEHHBIMI MO3KEUYKOBBIMH aTakcusMu [17]. Mszme-
HEHUsA BBIABJIAIOTCA Ipexze Bcero B pexumax T2-BU u
FLAIR. ITpu BMC, kax u GOJIBIIMHCTBE APYTUX I1apaHeo-
IJIACTUYECKUX HEBPOJIOTHYECKUX PACCTPOMCTB, (YHKIIHA
remMaTosHIedanueckoro 6apbepa CoxXpaHeHa, II0ITOMY
IopakeHHbIe 00JIACTH MO3Tra PEIKO HAKaIlJIMBalOT KOHT-
pacr [21]. ¥ onnceiBaeMoi 60IbHON IpY HEHPOBU3yaIn3a-
nuu yepes 2 mec nocse jie6rora BMC BbisiBiieH ouar B 3y0-
YaToOM f7pe MO3KeUKa, paCIpOCTPaHABIIMKICA Ha BepX-
HIOI0 MOB3KEYKOBYIO HOXKKY, OZJHAKO €r0 IIPUPOJY C I03H-
[U{ BBIIIEU3JI0KEHHOTO HHTEPIIPETUPOBATD CIIOXKHO.

MP-CHeKTPOCKONIHS BBIABJIAET CHUKEHUE OTHOLIEHUS
N-aneruiacrnaprar/KpeaTHHUH IPEUMYIIECTBEHHO B Yep-
BE MO3Keuka [17].

BBIABUTH COOCTBEHHO OHKOIIATOJIOTHMIO ITOMOTAIOT Iiejie-
HaIpaBJIeHHOE KJIMHHUYECKOe, J1abopaTopHOe U HHCTPY-
MeHTaJIbHOe 00cCJIeloBaHuA. YKasbIBaeTcsi Ha HWHQOpMa-
tuBHOCTH 19T Bcero Tesna ¢ 18F-pTop/ie30KCUTIIIOK0301 1
HCCJIEIOBAHUN Ha CBIBOPOTOYHBIE OHKOMAapKephl [26]. B
9TOU CBA3H CJIEAYET OTMETHTD, YTO uMeHHO [19T mo3Bosiu-
Jla B OIIMCBHIBAEMOM CjIydae OOHApYKUTh MEeTacTa3 aJieHo-
xapuuHOMBI MJK; XOTA NepBUYHBIA Ovyar Tak U He ObLI
HaWJIEH, 3TO He MPOTUBOPeUnT quarno3y PMIK.

ITaromopdosorudeckoe ucciaeposanue I'M mpu BMC
YKa3bIBaeT Ha OOIIMPHYIO, WHOIZIA IJIO0QJIBHYIO IIOTEPIO
Ky1eToK IlypKrHbe MO3:KeuKa, ¢ BO3MOKHOU yTPAaTOH TaKKe
KJIETOK 3EPHHUCTOTO (TPAHYJIAPHOTO) CJI0A ¥ KOP3MHYATHIX
HEHPOHOB MOJIEKYJIAPHOTO CJIOSI KOPBI MO3KeUKa [6].

Juarnoctuka BMC ocymiectBisercs 10 INPUHIUIIAM,
npumeHUMBIM k0 BceMm ITapHC, u ocHOoBaHa Ha Jj0Ka3a-
TEJIBCTBE IIPUYNHHO-CJIEZICTBEHHOU CBA3H MEXKIY HMEIo-
melics y manyeHTa OIyX0JIbl0 M KIIMHUYEeCKUM (HEeHOTHUIIOM
HEBPOJIOTMYECKOT0 PACCTPOUCTBa [6, 9, 10]. Takumu jjoKa-
3aTeJIbCTBAMH IIPE/IJIOKEHO CUUTATh HAJIMYNE, BO-IIEPBHIX,
U3BECTHOU «BIUJIEMHUOJIOTHIECKON 3aKOHOMEPHOCTH», a
BO-BTOPBIX — aHTUTEJI, /IJII KOTOPBIX YCTAHOBJIEHA UX aCCO-
nHarus ¢ KOHKPeTHbIMH omyxossimu [19]. Ilox «amwmje-
MHOJIOTHYECKOH 3aKOHOMEPHOCTHIO» ITOHHMAIOT YacTO
BCTpevamonyocs (MMEoIIyo HecJIyJalHBIH XapakTep,
OKHJIAeMYIO C BBICOKOH BEPOSATHOCTHIO) ACCOIMAIMIO KOH-
kpetHoro ITapHC ¢ onpesesieHHBIM 3710Ka4eCTBEHHBIM HO-
BooOpasoBanueM. lyigs BMC Takoii 3aKOHOMEPHOCTBIO CIIy-
JKUT €ro CBA3b C OIyXxoysAMHU Jerkux (antu-Hu, anTH-
CV2/CRMP5, autu-VGCC u autu-SOX1 anTuTesna), SudHH-
koB 1 MK (autu-Yo u antu-Ri anTuTena) u (HECKOJIBKO pe-
ke) ¢ tumpomont XomkkuHa (autu-Tr u antu-mGluR1 au-
tutesna) [20, 22]. Ha ykazaHHYI0 3aKOHOMEPHOCTh MOTYT

BJIMSITH TIOJT U BO3pacT 60sbHBIX [27]. B uactHOCTH, BMC ¥
JKEHIIUH B TIOCTMEHOTAy3€e B OOJIBIIUHCTBE CIIYYaeB acco-
nuupoBan ¢ PMK u ssugnukos [6].

Jpyrum gokasarenbcTBoM BMC kak mapaHeoIiacTude-
ckoro QeHOMeHa CIIYKUT OOHApYKEHHEe B KPOBH H/WJIH
LICK Tex ayToaHTHUTEJI, KOTOPbIE NU3BECTHBI CBOEH YCTONIH-
BOH CBSI3BIO C OTPE/IEJIEHHBIMU IEPBUYHBIMU OTLyXOJISIMHU,
[IPU KOTOPBIX OHU Yallle BCEr0 00HAPYKUBAIOTCS, & TAKIKE C
onpezeneHHbIMU cTpykTypamu ITHC, Ha KOTOpBIEe OHH OKa-
3BIBAIOT U30UpaTesbHOE JielicTBuE [16, 17].

B 2021 I. KOHCEHCYC IKCIIEPTOB MPEJJIOKIII 0003HAYATh
T€ AaHTHUTEJIA, KOTOPBIE C BEICOKON BEPOSITHOCTHIO CBSI3aHBI C
HJINYMEM Y MAlMeHTa OIyX0JId, KaK aHTUTEJa, «aCCOI[UU-
pOBaHHBIE C BBICOKUM (>70%) PHUCKOM OHKOIATOJIOTHH»
(paHnee OHM HMEHOBAJIWCh «OHKOHEBPAJIbHBIMU») [6].
BOJIBIIMHCTBO aHTHUTEJT BHICOKOTO PHUCKA HATIPABJIEHBI IPO-
TUB BHYTPUKJIETOUHBIX AHTUTEHOB U PACCMATPHUBAIOTCS He
Kak COOCTBEHHO MMaTOTE€HHbIE aT€HTHI, a JINIIb KaK OGruomap-
kepsl [TapHC [6, 9, 10].

B rpymiy aHTATEs BBICOKOTO PUCKA BKJIIOUEHbBI aHTUTEA
K TakuM OesKaM, KaK LHUTOIUIa3MaTHYECKUE AHTHUTEHBI
kierok [Typkunbe (antu-Yo/PCA-1 antutena), Ma2 u/wiun
Ma1i 6esnku (antu-Ma2 u/win Ma1l anturesa), MAP1B Ge-
sok (auTH-PCA-2 aHTHTENA), HEHPOHAIBHBIN S/IEPHBIN aH-
tured | Tuna (antu-Hu mwiam ANNA-1 anTuTesNa), HEHPO-
HaJIbHBIN si/1epHbIi anTureH 11 Tuna (antu-Ri/ANNA-2 aH-
tutena), 6ejok DNER (autu-Tr anturena), CRMP5 (CV2
anrturena), benku ampudusun, SOX1 u KLHL11 [6]. Mo3s-
JKEYKOBasi CHMIITOMATHKA KaK IPOsIBJIEHUE ayTOUMMYHHO-
r0 MapaHeoIIaCTHYECKOro MpoIiecca BO3MOKHA MTPU HaJIU-
YuM KaXk10ro u3 nepeunicieHubix AT [1, 7, 21, 22, 28]. B o
JKe BpeMs yaire Bcero y 60bHbIX ¢ BMC BBIABISIOTCS aH-
t-Yo (PCA-1) (y 53% Gosbubix), anTH-Hu (ANNA-1) (v
15% GosibHBIX), aHTH-TT (B 5% ciyuaeB), Anti-Ri (ANNA-2)
(B 2% ciryuaeB) ayroanTurena [3, 6, 12, 13, 17, 20, 22, 25].
Takwue ayroanTuresna, kak anti-Yo u anti-Tr, u3bupaTenpHO
aTakylT MOB3JKEUOK, MOYTH He BOBJIEKAS JAPYTHE OT/IEJIbI
ITHC, nosToMy KJIWHUYeCcKas CHUMITOMATHKA y OOJIBHBIX
OTPAHUYMBAETCS MO3’KEUKOBBIMH HApPYIIEHUSIMH U He
BKJIIOYAET SKCTpalepebesUIsipHbIX CHMIITOMOB [4, 6, 13].

B rpynmy cpexgHero pucka (B 30—70% ciydaeB COIps-
JKEHHBIX C OHKOIIATOJIOTHEl) BKIIoUaroT antutesia AMPAR,
GABADbR, mGIuR 5, P/Q VGCC, NMDAR u CASPR2 [6, 9].
U3 ux yncna ¢ BMC acconuupoBasbl anTuTena K P/Q tu-
ImaM IOTEHIMAI3aBUCUMBbIX KaJIbIIUEBBIX KaHAIOB (aHIJI.
voltage gated calcium channels — VGCC) [6, 17, 29]. Xota
3THU aHTUTea HanboJiee XapaKTePHBI /IJIsI MUACTEHHYECKO-
ro cunzipoma Jlambepra—VITOHA, OHU TAKXKe MOTYT OOHAapY-
’kUBaTheA (B 2% cirydaeB) y GOJIBHBIX € IapaHeOoIIaCTHYe-
CKOM MO3’KE€UKOBOM HEJ0CTaTOYHOCTHIO [17].

pymiy HU3KOro prucka (BEPOSTHOCTh OHKOIIATOJIOTHH —
MeHee 30%) cocrasistior aHTuTena mGluR1, GABAAR,
CASPR2, GFAP, GAD65, LGI1, DPPX, GlyR, AQP4 u MOG.
C mo33xeukoBoi cumnromarukoi mpu [TapHC us Hux acco-
nuupoBanbl mMGluR1 u GAD65 anturena [3, 6, 17, 20]. Ox-
HAaKO B OOJIBIIIMHCTBE CJIyYaeB 3T AHTUTEJIA HE aCCOIIMUPO-
BaHBI C OIyXOJISIMH, [TIO3TOMY OHU U OTHECEHBI B TPYIIILY
HHU3KOTO PUCKA OHKOTIATOJIOTHH.
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V¥ 6osibHbIX ¢ BMC MOTYT BBISBJIATHCS TAKKE U J[PYyTUE
ayTOaHTHTEJIa, He BKJIIOUEHHBIE B HACTOAIEE BPEMS B IIe-
pedYeHb aHTUTeJ pucka oHkomnarosnoruu npu IlapHC, Ha-
npumep aHTu-ZIC4 (aurt. zine finger protein of the cerebel-
lum 4 — 6esIoK IUHKOBOTO MAJIBLIA 4, IKCIPECCUPYEMBIH B
MO3KeuKe), anturesna Kk 6enky Homer 3 u zip. [16, 17].

Hasmuue onpe/ieIeHHBIX OHKOHEBPAIBHBIX ayTOAHTUTET
CUMTAaEeTCA JUATHOCTHYeCKUM IpusHakoM BMC, a Taxxke
IIOMOTaeT OIIPE/IEJIUTh THII HOBOOOPA30BaHNUs, JIEMKAIIIETO B
€ro OCHOBe. B To ke BpeMs yKasbIBaeTcs Ha TO, UYTO y 30—
40% GOJIBHBIX C MO3KEUYKOBOU JiereHepanyell aHTHHEHPo-
HaJIbHBIE AaHTHTEJIA B KPOBHU He 00HApy:KUBatoTcA. 110 aToiH
[IPUYHMHE OTCYTCTBHE AaHTHHEHPOHAJIBHBIX aHTUTEJ HE HC-
kaovaer auargo3a BMC, HO cHUXKaeT ero BepOATHOCTb
[13]. menHO mo3TOMY y HaOJIIOAABIIEHCS] HAMU MTAI[HEHT-
ku quario3 BMC He Mor ObITh YCTAHOBJIEH CO 100%-1 Be-
POATHOCTBIO.

B 5T0# cBSI3M BaKHO OTMETHUTh, uTO Auaruo3 BMC, kak u
so6oro sipyroro ITapHC, MoXxeT OBITh «OIIpe/ieIeHHBIM »
(«Z1OCTOBEPHBIM)», «BEPOSATHBIM» U «BO3MOXKHBIM». YPO-
BEHb JIOCTOBEPHOCTU JHMATHO3a IIPEJIOKEHO OIPEZEJIATh
o mkane PNS-Care (ot anmi. Paraneoplastic Neurologic
Syndromes). [IIxana PNS-Care Bxitouaer Tpu pazjiea, Ko-
TOPBIE COZIEPIKAT JIaHHbIE, KACAIOIIHeCH:

1) KJIMHUYECKOTO (EeHOTHIIA HEBPOJIOTMYECKUX pac-
CTPOWCTB;

2) THIIA BBIABJIEHHBIX y OOJIBHOTO CHIBOPOTOYHBIX aHTH-
TeT;

3) HaJIU4¥sA/OTCYyTCTBUA BepUGUINPOBAHHON OHKOIIATO-
JIOTUM U JIJIUTENIBHOCTH TEepPHo/ia HaOJ0/IeHus: 32 00JIb-
HBIM.

B nepBoM pasjiesie orjeHKa 3 6asyia BBICTABJIAETCA 32 CO-
OTBETCTBUE BBIABJIEHHOTO Y 00JIBHOTO CHHPOMA (PeHOTHITY
BBICOKOTO PHCKa, 2 0Oajia — 3a COOTBETCTBUE (HEHOTHUILY
CpeHero pucka 1 O 6ajuIoB — 32 HECOOTBETCTBHE yYKA3aH-
HBIM (peHOTHIIAM (T.€. IPU OTCYTCTBUU 3aKOHOMEPHOM CBH-
31 UMEIOIErocs y ManyueHTa CUHAPOMA C OHKOIIATOJIOTH-
eil). Bo BropoMm paszesie oOHapyeHue y 60JIbHOTO aHTUTET
BBICOKOT'O PHCKA OIleHUBaeTcsA B 3 6asia, aHTUTEN CpeJiHe-
IO pHCKa — B 2 fajl1a, aHTUTEJI HUBKOTO PUCKa JIMO0 OTCYT-
CTBHE aHTUTEJ — B O OayIoB. B TperpeM paszzesne 4 6aia
HaYUCIIAETCSA IPU HAIMYUY Y IAIMEeHTa OILyXO0JIH, KOTOpas
COOTHOCHUTCS € MMEIONUMCS KJINHUYECKHUM CHHIPOMOM U
anturtesamu (pu ux oOHapy:KeHuH), Jinbo, B Caydae OT-
CYTCTBHS TaKOT'O COOTBETCTBHUSA, IIPH YCTAHOBJIEHHH 3KC-
IIPECCHH OITyXO0JIBI0 AHTUT€HA, IPOTHB KOTOPOTO HAIIPaBJIe-
HBl OOHapy:XeHHble aHTHUTesnA. Tak, 1 6y HAYHCIIAETCA
IIpY HepacIO3HAHHOU WJIM HECOOTBETCTBYIOIIEN KINHHUYE-
ckoMy (EHOTHUILy OITyXOJIH, €CJIM MEePUOJ HaOII0[eH!s 3a
GOJIBHBIM COCTaBJIAET MEHEE 2 JIET; O OAJLJIOB BBICTABIIAETCS
IIPH OTCYTCTBUU OHKOIIATOJIOTUU U IPOAOJIKHUTEIBHOCTU
HabJTIoZIeHusA 3a 60JIBHBIM 2 Toza U 6ostee [6].

Jluaraosy «orpeziesieHHOTO» («aoctoBepHoro») ITapHC
COOTBETCTBYET OlleHKa 8 6asIioB u 6oJiee, UTO Mpezosiara-
€T HaJu4yue KJIMHUYECKOro (eHoTHma BBICOKOro Jynbo
CPeJHEr0 PHCKA, BBIABJIEHHUE AHTHUTEN BBICOKOrO JHU6O
CPEeZHero pucka U oOHapy»KeHUe OHKOIATOJIOTHUHU. «Bepo-
satHbIi» [TapHC quarsocTupyercs Ipu CyMMapHOH OIleHKe

6—7 6aJIOB, a «BO3MOXKHBII» — MPU OIEHKe 4—5 OaJLIOB.
ITpu oueHke 3 6ay1a u MeHee auarnos ITapHC uckirouaer-
¢ [6, 10].

ITpu nmogo3pennu Ha ITapHC Heo6xonuMo He3aMmeJIu-
TeJIbHO IIPOBECTH IeJIeHAIIPABJIEHHBIN /[MarHOCTUYECKUI
TIOMCK OHKOIIATOJIOTUH, PYKOBO/ICTBYACH KIIMHUYECKUM e-
HOTHIIOM HEBPOJIOTMYECKHUX HApyIIEHWHA WU THIIOM BBI-
SIBJICHHBIX aHTHUTEJL.

Eciin mepBoHa4yasibHBIA CKPUHHUHT OITyXOJIH JJA€T OTPHU-
[areJabHbIE PE3YyJIbTAThl, €r0 PEKOMEHyeTCs IIOBTOPATH
KaKJple 4—6 MecC B TeUEHUE 2 JIET Y MAIIMEHTOB ¢ KJINHUYe-
cknMU (HEeHOTHUIIAMU BBICOKOTO PHUCKA, B ToM uucye u BMC.

IToCKOJIBKY YyBCTBUTEIHHOCTD U CIIENN(UYHOCTD aHAIU-
32 CBHIBODOTKM WJIM CIIMHHOMO3TOBOW »KHUJKOCTH Ppasjiu-
YaOTCA JIUI PA3HBIX AHTUTEJN, PEKOMEH/IyeTCs BBIIIOTHATD
TeCTHPOBaHNE Ha aHTUTeJIA U B KPOBH, U B JINKBODe. Vccite-
JIOBaHUE JINKBOPA CUUTAETCA 00A3aTETHHBIM JIUIIb IIPU I10-
JI03pEHNH Ha ayTOUMMYHHBbIE 9HIIe(aIUuThl, IPH KOTOPBIX
aHTWTEeJIA HAIPaBJeHbl IIPOTUB AHTUTEHOB ITOBEPXHOCTH
HEUPOHOB.

Juddepennmanpusiii ;uaraos BMC (mporpeccupyromeit
MO3KEUKOBOH JlereHeparii) IPOBOJUTCA € IIPSAMBIM HEO-
IJIacTUYecKUM nopaskeHneM I'M (IlepBHYHBIE OILyXOJIH,
nepebpaybHbIe METACTAa3bl, KAPIIMHOMATO3HBIN MEHUHTUT)
Y BTOPUYHBIMH ITOBPEK/IEHUAMH MO3KEUKa, 00yCIOBJIEH-
HBIMU TaKMMH CBA3AaHHBIMU C OHKOIIATOJIOTHEHN Hapylie-
HUAMH, KaK KOoarysomnarus, IeUuIuT BUTAMUHOB, 110004~
Hble 3¢ deKT XuMuoTepanuu [6, 20, 30].

Hapsngy ¢ sTum B KpyT AuddepeHuaabHON TUarHOCTUKI
BMC BKJIIOUAIOT HEOHKOJIOTHYECKHe IPUYUHBI MOJO0CTPO
pasBuBamOIenca AUCHYHKINN MO3KeuKa, IIPeK/ie BCETro
TaKue, KaK aJKOTOJIN3M, AeUIUT BUTaMUuHOB B, u E, un-
TOKCHKAIIUU JIEKAPCTBEHHBIMH IIpernapaTtamMu (B YacTHO-
CTH, aHTUKOHBYJIbCAHTAMH), PACCESTHHBIH CKJIEPO3, a TAKKE
MMMYHOOIIOCP€E/IOBaHHbBIE MO33KeuKoBbIe aTakcuu (MIMA) u
cunzipom Musepa—®@uiiepa [6].

NMA paccMmaTpuBaOTCA KakK IpyNiia KINHUYECKUX CUH-
JIDOMOB, IIDH KOTOPBIX MO3KE€YOK H CBSI3aHHBIE C HHUM
CTPYKTYPBI CJIy’KaT €JUHCTBEHHOU WJIM OCHOBHOU MHIIIE-
HBIO /ISl ayTOUMMYHHOM ataku [17]. B 5To# cBsi3u BaskHO
otMeTuTh, uTo BMC pacnenuBaerca He Tonbko kak ITapHC,
HO u IMA. JTpyrumu ¢popmamu IMA, TpebGyromumu 1ud-
(epernmanuu ¢ BMC, npu3HaHBI aTaKCHsA, aCCOIUUPOBAH-
Hasl ¢ eTnakuel (TJII0TeHOBAast aTaKCHsl), TOCTUH(EKIMOH-
HBII mepebeUIuT, CHHJPOM OICOKJIOHYCa-MHOKJIOHYCA
(MOKeT IPOBOLIMPOBATHCA KaK OHKOIIATOJIOTHEH, TAK U UH-
(exnroHHBIMU 3260JIEBAHUSMM ), ATAKCHS, ACCOI[UUPOBAH-
Has C aHTUTEJIAMH K JileKapOOKcuiase IJIyTaMHHOBOH KHC-
snotel (aHTU-GAD aHTHTEIaMU), U IEPBUYHAS AyTOUMMYH-
Hasl MO3KE€YKOBas arakcus [17, 23, 31, 32].

Tepanus 6opHOT0 ¢ BMC HanpaBieHa Ipekze BCero Ha
yCTpaHEHUE 3JI0KaYeCTBEHHOTO HOBOOOPA30BAHMU S, B HHOM
cJIyyae IIPOTHO3 JUIS JKUBHH IalfieHTa HeOJaronpuAaTeH
[19]. Muist newenus cobecrBerHo BMC 1moka3aHbl pa3InyHbIe
BH/IbI UMMYHOTEpANUH (II0 OT/IEJIBHOCTU WJIX B KOMOMHa-
[UAX) C IPUMEHEHUEM KOPTUKOCTEPOU/IOB, BHYTPUBEHHO-
ro BBeneHus Ig, nposenenue mnazmadepesa, Ha3HAYEHHE
MMMYHO/IETIPECCAHTOB U/ M putykcumaba [14, 19]. Bosee
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YyBCTBUTEJIbHBI K TEPANUU I[epebesIsipHble CUH/IPOMBI,
accoruupoBaHHble ¢ aHTu-Tr 1 anTu-mGluRI anTHUTEaAMHY,
KoTopble nHOTrAAa GOPMUPYIOTCA NpU inMpoMe XOKKIHA
[17]. Ho B nenom BMC HauboJsiee yCTOWYUB K TEPATHU U3
BCeX MapaHeOoIJIACTUYECKIX CUH/[POMOB U IVIOXO OTBEYAET
Ha UMMYHOTepanui. B GOBIIMHCTBE CIydYaeB, HECMOTPS
Ha JieueOHble BO3/IEUCTBUsA, Y OOJIBHBIX OTMEUAETCs IPO-
rpeccUpOBaHKe CUMIITOMATUKY WU ee peruaus [17]. Ox-
HaKO OBICTPO YCTAHOBJIEHHBIHM /JIMarHO3 U CBOEBPEMEHHOE
JIeueHUe OIYXOJIM W MUMMYHOTEPAIWs MOTYT IPUBECTH K
CTabUInN3aIUK COCTOSIHUS OOJIBHOTO U MPEZI0TBPATUTH BO-
BieyeHue Apyrux otaesnos [THC.

3aknioyeHue

BMC (nozocrpas mapaHeoIIacTUYecKas MO3KeUKOoBas
JleTeHepaluy) ABJISAETCS ayTOUMMYHHBIM HEBPOJIOTHYE-
CKUM PaCCTPOUCTBOM, 6ojiee yeM B 70% CJIydaeB acCOIM-
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