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AHHOTALMA

AKTyanbHOCTb M3Y4eHUst CUHOPOMA OMCOKIOHYCa-MUOKITOHYCa y AeTen 06yCroBneHa CIIOXHOCTBIO AUArHOCTUKN 3TOW PeAKON NaToso-
MK, YacToN accoumaLmein faHHOro COCTOSIHUS C HEOMACcTUYECKM MPOLLECCOM, OCODEHHOCTSMM TEpaniv 1 BO3MOXKHOCTbIO peLmau-
BMPYIOLLEro TeYEHMS. OTO OAUH M3 HEMHOTVX MapaHEOoNIacTUYECKX CUHAPOMOB, KOTOPbIA BCTPEYaeTCs Kak y JeTel, Tak U y B3poc-
MbIX, XOTS MEXaHW3Mbl UIMMYHHOW OUCGHYHKLMM Y HUX pa3nuyatotcs. Heponoruyeckas ancyHKums oBycrnoBrieHa ayToMMMYHHbIM
npoueccom 1 Habnogaetcs y 3% feTen ¢ Helpobnactomoi. ECTb JaHHble 0 pa3BuTUM 3TOTO CUHAPOMA NPy Liennakiui. B octanbHbIx
cnyvasix 3aboneBaHie MOXeT ObiTb acCOLMMPOBAHO C BUPYCHOI MHAEKLMEN, BbI3BaHHOM Bupycami dnwTeiiHa-bapp, Kokcaku B,
SHTEpOBMpYCamMu rpunna. ECTb AaHHble O pefkux cryyasx CMHOPOMa OMCOKIOHYCa-MUOKMOHYCa, CBA3aHHOrO ¢ 6onesHbio Jlaiva.
KnnHuyeckas kapTuHa NpeAcTaBfieHa aTakeuei, M OKMOHNYECKAMM MapOKCU3MaMm 1 CakkaaupyOLLMMI ABIKEHUSIMM TNa3HbIX SOMOK.
B cTaTbe npuBegeHb! KpaTkue iMTepaTypHble AaHHble 06 3TMOMOMMK 1 0 KITMHUYECKUX KPUTEPUSIX CUHAPOMA OMCOKMOHYCa-MUOKITOHYCa
y JeTell, BaXHOCTb OHKONOMYECKOro Movcka npy NEPBIYHO PA3BMBAIOLLMXCS CUMITOMaX aTakcuui, MAOKITOHYca 1 OMcokroHyca. B pa-
BoTe onncaHbl HabMoAeHNs ABYX NALMEHTOK paHHEro BO3pacTa, HaXoAMBLLMXCS B kNHUKe CaHKT-IeTepOyprekoro rocyaapCTBEHHOro
neanaTpuyeckoro MeauumHekoro yHusepeuteta u Clb MbY3 «[letckas ropopackas GonbHuua Ne 22» ¢ AMarHOCTMPOBAHHBLIM CUH-
APOMOM OMCOKIMOHYyCa-MUOKITOHYCa, 0ByCrOBMNEHHOTO HI13KoAU(hepEHLMpOBaHHON HelpobracTomoit napaBepTebpanbHoi 0bracty
11 3a0pIOLLMHHOTO MPOCTpaHCTBa. [peACcTaBeHO OnMcaHye 3TNOMorY (MapaHeonnacTMYECKOro npoLiecca Ha hoHe HermpobnacTombl),
KIWMHYECKON KapTUHbI, 0COBEHHOCTEN TeyeHUs 3aboneBaHmus 1 Tepanuu, JaHHbIX HENpPOBM3yanu3aLmm, SNeKTposHLUedanorpaduye-
CKIX MccnefoBaHnin 1 nabopaTtopHbix TecToB. OcobeHHOCTV NepBoro cnyyas 00yCnoBeHb! ObICTPbIM Pa3BUTIIEM HEBPOSIOMNYECKOM
CUMMTOMATWKM, BO BTOPOM HaBMOAEHNM CUHAPOM OMCOKMOHYCa-M1OKIOHyca AeBTUPOBan B paHHEM MOCNEonepaLoHHOM Nepuose.
V13y4eHne cHApOMa OMCOKMOHyCa-MUOKIOHYCa NPEACTABASET 3HAUUTENBHbIE TPYAHOCTHW, 00YCNIOBNEHO Kak PEAKOCTbI0 AaHHOW naTo-
NOTUM, TaK M CNOKHOCTAMM AnarHocTuku. MaumeHTbl Yalle obpallatoTes 3a MEAULMHCKO MOMOLLbH MMEHHO 13-3a Pa3BUTHSt HEBPOIIO-
MMYECKON CUMNTOMATUKY, @ He 13-3a KIMHNYECKNX MPOSIBNEHNA Onyxonu. [ins cTaHgapT13aummy MarHoCTyKA U fleYeHnst Heobxoanumo
00beaNHATb faHHble 000 BCeX AMArHOCTUPOBAHHBIX CIyqasiX, YTO M MOCAY)XUO OCHOBAHWEM AMS HANMCaHNS aHHON CTaTby.
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ABSTRACT

The relevance of studying opsoclonus-myoclonus syndrome in children is due to the complexity of diagnosing this rare pathology,
the frequent association of this condition with the neoplastic process, the peculiarities of therapy and the possibility of a recurrent
course. This is one of the few paraneoplastic syndromes that occurs in both children and adults, although the mechanisms of immune
dysfunction vary. Neurological dysfunction is caused by an autoimmune process and is observed in 3% of children with neuroblastoma.
There is evidence of the development of the syndrome in celiac disease. In other cases, the disease may be associated with a viral
infection (caused by Epstein-Barr viruses, Coxsackie B, influenza enteroviruses). There is evidence of rare cases of opsoclonus
myoclonus syndrome associated with Lyme disease. The clinical picture is represented by ataxia, myoclonic paroxysms and saccading
movements of the eyeballs. The article provides brief literature data on the etiology and clinical criteria of o syndrome opsoclonus-
myoclonus in children, the importance of oncological search for the primary developing symptoms of ataxia, myoclonus and opsoclonus.
The paper describes the authors’ own observations of two young patients who were treated at the St. Petersburg State Pediatric
Medical University and the Children’s City Hospital No. 22 with the diagnosis of opsoclonus-myoclonus syndrome caused by poorly
differentiated neuroblastoma of the paravertebral region and the retroperitoneal space. The article presents a description of the etiology
(paraneoplastic process in the background of neuroblastoma), clinical picture, features of the course of the disease and therapy, data
of neuroimaging, electroencephalographic studies and laboratory tests. Features of the first case are due to the rapid development of
neurological symptoms, in the second observation, the syndrome of opsoclonus-myoclonus debuted in the early postoperative period.
The study of opsoclonus-myoclonus syndrome presents significant difficulties, due to both the rarity of this pathology and the difficulties
of diagnosis. Patients are more likely to seek medical care precisely because of the development of neurological symptoms, rather than
because of the clinical manifestations of the tumor. To standardize the diagnosis and treatment, it is necessary to combine data on all
diagnosed cases, which was the basis for writing this work.
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BBEOEHUE

CuHOpOM  OMCOKMOHYCa-MWUOKMOHYCa, U dHuedanona-
s KuHcOypHa, — peakoe HeBponormyeckoe 3aboneBaHue.
Mo gaHHBIM CTATUCTUYECKNX WCCMEROBAHNNA, BbIMOMHEHHbIX B
BenukoGputanum, cuHgpom BoisiBnsetca B 0,18 cnydyaeB Ha
1 MnH yenosek HaceneHus B rog [15]. PacnpoctpaHeHHoCTb
3abonesaHust B Poccuiickon ®egepaunn HemspecTHa. 3abo-
neBaHwe HabniogaeTcs NPeMMyLLecTBEHHO B NeanaTpuyeckoi
nonynsuuu, CpeaHuiz Bo3pacT nauueHToB B Aebiote 3abonesa-
Hus coctaenseT 18 mecsaues [10], cpeay 3aboneBwux AeTen
npeobnagatoT AEBOYKN.

HaaBaHue «C1HLPOM ONCOKMOHYCa-MUOKMoHycay (opsoclo-
nus-myoclonus syndrome) npegnoxunu P. Talon n C. Stoll B
1985 ropy [14]. Bnepsble aT0 3abonesanue onucan M. KuH-
cbypH B 1962 rogy, oH npefcTaBun 0T4eT 0 HabnoaeHun 3a
LwecTbto AeTbMu B BodpacTe 9-20 MecsLeB C HapyLIeHneM Ko-
OPAMHALMM, MUOKIOHNAMW WU XaOTUYHBIMU ABWXEHNAMW a3,
Mpu 3TOM Yy YeTbIpex naumeHToB Habnoganoch ynyyweHne Ha
(hoHe apEeHOKOPTUKOTPOMHOW ropMoHanbHon Tepanun [11].
TepMUH «OMNCOKMOHYC» (rpey. ops — rnas, klonos — Becnops-
BOYHbIE ABVXEHs) npeanoxun B 1913 rogy nonbCknit HEBPo-
nor K. Ozechowski. [inst 0603Ha4eH1s1 ONCOKIMOHyca MCnonb3y-
l0TCS 1 ApYrMe TEPMUHbI: «rNasHble MUOKMOHWUWY, «raTTepy,
«TaHeL, rnasHblx A6MOK», «NapHble aTakTUYeckue ABKEHMs
rnas», «MOSTHWEHOCHble ABWKEHWUS a3y, «kenenogobHoe
ApOXaHue», «cakkagoMaHus», «becnopsaaouHoe Bo3byxaeHue
rnas» [7].

3abonesanne nonuatuonornyHo, B 50% cny4aes y geTeit
CBS13@HO C MapaHeonnacTM4eCKM NpoLECCOM, acCOLMMPOBaH-
HbIM C HeipobnacTomon (88%) unu raHrnuoreipomoi (12%)
abpomuHansHoM 1 TopakanbHoi obnacty [3, 8]. B HacTosiwee
BpeMs CMHLPOM OMCOKMOHYCa-MUOKIOHYCa paccMaTpuBaeTcs
kak ayTOMMMyHHOE 3aboneBaHWe HEpBHOW CUCTEMbI, Tpurre-
POM KOTOPOrO MOTYT CTaTb HeMpOHarbHble benku, Npoayumpy-
emble omyxonblo. [pegnonaraeTcs, YTo KNMHUYECKNe nposiB-
NeHus — 370 pe3ynbTaT ayTOMMMYHHOTO OTBETA NPOTUB Nnepe-
KPEeCTHO-peaKTMBHbIX DEMKOB OMYXOMNM U HEMPOHOB W aKCOHOB
Mo3xeuka [9]. AyToaHTUTEna, CBA3bIBASCb C aHTUreHamu-
MULLEHAMU, HapyLWaT (YHKLMIO KMNETOK, HO 3HAYUTENbHOMO
BOCMANMTENLHOrO pa3pylweHns knetkn He Habnogaetcs [11].
B ocTanbHbIx cnyvasx 3aboneBaHue pasBuMBaETCs Ha (hoHe
nepeHeceHHON BUPYCHOM MHMEKUMM U ayTOMMMYHHOTO Npo-
uecca [12].

KnuHnyeckass kapTuHa 3aboneBaHusi XxapakTepuayetcs
OCHOBHOW TpUagoil CUMMTOMOB: aTaKCMEW, OMCOKIOHYCOM,
MUOKMOHycoM. ATakcusi Habntopaetcs y 81,7% nauneHTos,
OncoknoHyc — y 58,9%, MuoknoHyc — y 56,6% nauueHToB
[6]. YacTo BbISBNSETCA TPEMOP KOHEYHOCTEW, NOBedeHYe-
CKue, GMOLMOHANBHBIE W pEeyYeBble HapylleHus (aucdasus,
[N3apTpusi, MyTU3M), HapyLIEHUS CHa, pBOTa, 0BUMBHOE CITto-
HoTeuyeHne [12]. B GonbluMHCTBE CryyaeB 3aboneBaHue Ha-
YWHAETCS OCTPO, C CYMMTOMOB MO3XEYKOBOW aTakcuu. 3atem
pa3BMBAETCS OMCOKIMOHYC, KOTOPbIA paccMaTpuBaeTcs kak ru-
nepKk1He3 rnasHbix 560k, OH NPoSIBNSETCS B BUAE XAOTUYHBIX
caKkaf rnasHbix 010K B pasfnyHbIX HanpaBieHNsIX 4acToToM

10-25 Ty, BO3HUKAIOLLMX KaK MY UX ABUKEHWN, TaK WU Npu K-
cauuu B3opa. OMCOKMOHYC MOXeT coveTaTbCsl C ObICTPbIMM
OBWKEHNSIMM BEK, COXpaHsieTcsl BO CHe. KnuHnyeckyto kaptu-
Hy BOMOSTHSIET MUOKIMOHYC, KOTOPbIV MPOsSIBNsSeTCS B BUAe bbl-
CTPbIX OTPbIBUCTbLIX NOAEPTUBAHNIA MbILUL, LA, KOHEYHOCTEN,
TYNoBuLLa HeGOMbLIOA aMNAMTYbl U Pa3fMYHON CTEMEHM Bbl-
PaXXEHHOCTM!.

[unarHocTuka 3aboneBaHust OCHOBaHa Ha CneLuguieckoil
KIMMHWYECKOI KapTHHE, BbISIBNIEHWUM OHKOSIOTMYECKOro Unn ayTo-
VMMYHHOrO 3aboneBanus. B kayecTBe cneuuduyeckon aua-
THOCTUKM MPOBOANTCS NOWUCK HEMpOHanbHbIX aHTuTen. OgHako
B MPOBEfEHHbIX KPYMHbIX WCCREA0BaHMsX Ha (POHE LUMPOKOM
QHTWHENpOHaNbHOM PEeaKTUBHOCTW cneuuduyHble aHTUTena
AN AaHHOTO CMHAPOMA He MAEeHTUULMPOBaHBI [4, 5).

C y4yetom Huskon pacnpoctpaHeHHoctn COM [15] npegn-
CTaBNSIET MHTEPEC OMMUCAHWNE KIMHUYECKWX CMyYaeB CMHLpOMA
OMCOKMOHYCa-MUOKIOHYca Yy ABYX LeBOYeK, 06yCrnoBnEHHOro
Hu3koaudepeHUMpoBaHHoO  HelmpobnacTomMon napasepTe-
OpanbHoi 06nacTu u 3abpIOLWIMHHOMO NPOCTPAHCTBA.

OMNMUCAHME KIMHUYECKUX CITYYAEB

Knuxnueckuin cnyyai Ne 1

MaumeHTka H., 2 roga, moctynuna 9KCTPEHHO B MCMXO-
HeBponornyeckoe otaenenne Cl6 MNBY3 «[etckas ropoackas
BonbHuya Ne 22» B cBA3M C xanobamn Ha OCTPOe HapylueHne
xoab0bbl, TPEMOP PYK, Hor. OnucaHHble xanobbl oTMeyanu B
TEYEHMe ABYX AHEN, pebeHOK Havan CnoTbIKaTbCs, BO3HUK Tpe-
MOp KOHEYHOCTEl B NOKOE W NPY ABWMXEHUM, OTMEYANNCh Hapy-
LUEHWs NOBEAEHUS (Kanpu3HOCTb, MakcuBoCTb). V13 aHamHesa
M3BECTHO, YTO pebEHOK OT YeTBEPTOI BepeMeHHOCTH (NepBbIi
pebeHoK 340pOB, BTOpas U TpeTbs BepeMeHHOCTM — meau-
LMHCKNIA abopT), BTOPbIX CPOYHbIX POAOB, BEC NMPW POXOEHUM
3630 r, oueHka no Anrap — 8/9 6annoB, BbiN1caHa 13 poansb-
HOTO AoMa Ha 5-1 AeHb Xu3HK. [cuxuyeckoe 1 MOTOpHOE pas-
BUTME [0 roga 6e3 ocobeHHocTeln. B nepsble ABa roga XmsHu
HEeBpOJIOTMYECKON NaToNorMM He BbISIBIIEHO, OTMEYanach TeM-
noeasi 3agepxka peun. MpodmnakTnyeckas BakuMHaLms npo-
BefeHa cornacHo HauuoHanbHoMy kaneHzapto npodunaktnye-
CKMX MPUBMBOK.

Mpy NOCTYNNEHNN COCTOSHWE CPEQHEN CTENEHN TSXECTH,
Ha OCMOTp pearvpyeT HeraTMBHO: MrayeT, OTBOPaYMBaeTcs,
kanpuaHuyaeT. OBpalleHHy peyb MOHMMAET, peyeBas npo-
JyKUMsl — oThenbHble crioBa, 3BykomogpaxaHue. KoxHble
MOKPOBbI M BUOMMBIE CMM3NCTbIe 06omnovkm 6e3 chinu, oTMe-
YalTCA TPU MUIMEHTHBbIX MATHA LBeTa «Koe C MOMOKOMY,
remMaHromMa po3oBOro LiBeTa B fIeBOW naTteparnbHoi obnactu
xuBoTa 3,0x3,0 cMm. YepenHas wHHepBauns — 6e3 natonoruu.
Obbem [BMXEHWI B KOHEYHOCTSAX MOMHBIA (MACCUBHBIE, aKTWB-
Hble gBukeHus). OTMevaeTca HapyLieHre MoXOAKM — Ha LWu-
pokoii Base C HaKMOHOM Bneped, HeYCTONYMBOCTbL NMpu Xoabbe,
ctouT 6e3 nogaepxku Ha wmpokoil Base. KuHeanoreHHbIi Tpe-
MOp B pyKax cpegHen amnnntygbl. CuanT yCTonumBo, CaguTes
camocTosiTensHo. MumononaaaHust HeT. MblLLeyYHbIn TOHYC du-
310/I0rMYecknin, cUMMETpUYeH. nybokne pednekchl cpepHen
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XMBOCTW, CUMMeTpUYHbIe. BplowwHbie pednekcbl cuMmMeTpuy-
Hble, XMBble. [1aTONOrMYecknx CTOMHbIX 3HAKOB HeT. ped-
BapuUTENbHbIA AMArHO3 MpK MOCTYMNEHNN — OCTpas aTakcus
HeyTOYHeHHas. B TeuyeHue nocrnegywoulei Hegenu nocne no-
CTYNNEHNS1 OTMEYAETCS NPOrpeccMpoBaHne HEBPOMOTMYECKMX
HapyLeHWi. MosiBUNOCL MUMONONagaHue B pykax ¢ ABYX CTO-
POH, rpyObIi KUHETUYECKUIA TPEMOP B pyKax BO BPEMSI MaHu-
nynauuit npegmeTtamu. Habntopatotes TpyaHOCTW B npueme
MALWKM — NpK NOMbITKE AOHECTU NOXKKY KO PTY NOSBNSETCA Ipy-
BbI MHTEHLMOHHbIN TPEMOP, MUMOMPOMaX1BaHNE, MUOKITOHWM
B pyKax, CAMMETPUYHO C ABYX CTOPOH. CuguT ycTON4MBO, CTO-
T 6e3 NOAAEPKKN HEYBEPEHHO, NPK X0AbDE NOSBASKTCSA MUO-
KnoHum B Horax. OTka3biBaeTCs OT CamoCTOATENBHON X0AbObI,
xogbba C LWMPOKON NMOLLaabio OMopbl, XO4WUT HeyBEPEHHO C
NoAAepKKOW BAOMb KyLIETKW. MbIEYHbIN TOHYC B AUHAMUKE
CO CHVKEeHWeM, cuna Mol 5 6annos, cummeTpuyHo. Mossun-
CSl OMCOKMOHYC NpW NPOCMEXMBaHNN 3a NpegMeTamu, C 4ByX
CTOpOH. B ganbHenwem Habmoganock NporpeccupoBaHiie He-
BPOMOTNYECKOW CUMNTOMATUKN — HapacTaHuWe OMCOKMOHyca
(Npn dbukcaLmu B3opa W MPON3BOSNLHOM ABWKEHWW TNa3HbIX
S0110K), CRIIOHOTEYEHIE, EAMHNYHbIEe 3NM30AbI PBOTLI. [leBoyka
He MOrna CaMoCTOSTENIbHO CTOSTh, CUAENA C NErKon NoAAEpX-
KoM, Habnoganucb BbipaXeHHbIE MUOKIOHUM B KOHEYHOCTSIX,
reHepann3oBaHHbIi TPEMOP B KOHEYHOCTSX, NporpeccupoBa-
HWE MbILLEYHOWM MMMOTOHUM B KOHEYHOCTSX (CUMMETPUYHOE),
HapyLUeHWe CHa, BbIpaXEHHOE HapyLUeHWe noBedeHus (nnak-
CMBOCTb, Kanpw3HOCTb, HEraTUBIU3M).

JlabopamopHas duazHocmuka. KnuHn4eckuit aHanms
KpoBM, 0BWMIA aHanu3 mMoun, BMOXMMUYECKNA aHanW3 KpOBU
obLleTepaneBTUYECKNA, ANEKTPONUTLI, aHTUCTpenTonuanH O
(Npn noctynneHun u B AuHamuke), nabopaTopHas oOLeHka
(DYHKLWNOHANBHOWM aKTUBHOCTU LMTOBUAHON Xenesbl (cBo60a-
Hble TUPOKCUH (T,) ¥ TPUAOATUPOHWUH (T,), TUPEOTPONHLIV rop-
moH (TTT)), onpeaenexne npoTpombuHoBoro nHaekca (MTHU),
MEXAYHApOAHOro HOpManusoBaHHOro OTHoweHns (MHO),
Benok ubpuHoreH, aHtutpombun (AT IIl), akTMBMpOBaHHOE
yacTuyHoe TpombonnacTuHoBoe Bpems (AYTB) — 6es or-
KNOHEeHW oT HopMbl. onumMepasHas LenHas peakuus Sars
Coronavirus (kpoBb) — oTpuuatensHo. WccnegosaHue kana
Ha Salmonella sp., Shigella sp., E. coli — otpuuatensHo. AH-
tutena (IgG, IgM B coiBOpOTKE KpOBW) B. burgdorferi (bonesHb
Naima), k BupyCy knewleBoro sHuedanuta, Herpes simplex
virus 1, 2, 3, 6 — oTpuuatensHo. IgG, IgM, MNMUP OHK Bupyca
OnwreiHa—bapp — oTtpuuatensHo. AHTuTena Rubella virus:
IgG — nonoXuTenbHO (Y4TO accoLMMpoBaHO C BaKuWHaLMWeR),
IgM — otpuuatensHo. MUP (kposb) OHK Herpes virus 6, uu-
TOMeranoBmpycy — otpuuatensHo. MposegeHa niombansHas
NyHKUMs — 6e3 NpM3HaKoB BOCMAneHUs CrMHHOMO3rOBOW
XUAKoCTW. bakTepuonornyeckoe uccregoBaHne nuksopa —
pocta Mukpodiopbl He obHapyxeHo. Ceponornyeckoe uc-
crnepnoBaHue nuksopa: Haemophilus influenzae B Ag, Nesseria
meningitidis B Ag, Nesseria meningitidis C Ag, Streptococcus
pneumonia Ag, Streptococcus B Ag — He oBHapyxeHo. Bbl-
nonHeHo o6cnefjoBaHWe KPOBW Ha @aHTUTENA K raHrnmosnaam,
HelpoHanbHbIM aHTuTenam (Hu, Yo-1, Ri, PNMA2, Cv, GAD,

amudusnHy) — oTpuuatensHo. nasHoe gHo — Be3 naro-
nornn. OTOpuHONMapWHronornyeckas NaTonorns He BbisiBe-
Ha. JnekTpoaHuedanorpadus — Ha 3anucu perncTpupyercs
nckniunTensHo J0I-kapTuHa akTMBHOTO BoLpCcTBOBaHNS,
npegcTaBneHHas aud@ysHoii He3oHMpoBaHHOW TeTa/beTa-
aKTUBHOCTbIO, MCKaXXEHHAsi 3HAYMTENbHBIM KONMYECTBOM ap-
TedpaktoB. OCHOBHOW PUTM [OCTOBEPHO HE 3aperncTpupoBaH
(HEnb3g UCKNKYNTL KOPOTKWIA 3NW304 C YaCTOTOM, COOTBET-
CTBYHOLLEN BO3pacTHOI Hopme). OuaroBasi u anunenTudopm-
Has aKkTWBHOCTb B TEYEHWe 3anmnucu JOCTOBEPHO He 3aperu-
CTpupoBaHa.

OHKommozu4eckull NOUCK BKNKYan BbISBNEHNE OHKOMap-
kepoB KpoBw (anba-heTonpoTenH B Nna3me KpoBW B Npefe-
nax Hopmbl — 1,8 Me/mn), ny4eByl0 [MarHOCTUKY rOMOBHOIO
MO3ra, BUIOYKOBOW Xenesbl, OpraHoB BptoLHO nonocTu, 3a-
OPIOLLMHHOMO NPOCTPAHCTBA, Manoro Tasa, CPefoCTeHus.

Heliposusyanu3ayus. [py nNOCTYyNNeHWM BbINOHEHA
komnbroTepHast Tomorpacgust (KT) ronoBHOrO Mo3ra Ans UCKHo-
YeHuss 0ObEMHOO MpoLiecca rofoBHOTO MO3ra, BHYTpUYepen-
HOrO KPOBOW3MUSIHUS, MOCTTPaBMaTUYECKMX M3MEHeHWn (6e3
natonorum).

Ha 8- pgeHb 3aboneBaHWst NpoBeAeHa MarHUTHO-Pe3o-
HaHcHas Tomorpadus (MPT) ronosHoro mosra — MP-kapTuHa
pesuayanbHbIX U3MEHEHWUI NePUBEHTPUKYNSIPHOTO G6enoro Be-
LLleCTBa Ha YPOBHE 3a[HuX poroB GOKOBbIX xenyno4kos. Mocne
BHYTPWBEHHOMO KOHTPACTUPOBaHMS 30H NATONOTMYECKOe ycu-
NeHVe curHana B BeLecTBe rofloBHOTO MO3ra 1 no 0bonoykam
He BbISIBIIEHO.

Ynompaseykoeoe uccnedosaHue (Y3M) opeaHos
6prowHol nonocmu — 6€3 NAaTONOrMYecknx U3ameHeHuin, Y3un
OpraHoB MOYEBbLIAENUTENLHON cucTeMbl — 6€3 natonoruye-
CKMX M3MeHeHun. Y3W BUNOYKOBOW Kenesbl — pa3mepbl Tu-
MyCa MeHbLUE BO3PACTHOI HOPMbI.

PemeeHozpamma opeaHoe 2pydHOU Kiemku B nps-
MO/ 1 BOKOBOW MPOEKLMK: NEroyHas TkaHb B3AyTa, BUAMMBIX
WHUNBTPATUBHBIX W3MEHEHWA He BbisBNeHo. OTMevaeTcs
CrylLeHne NEro4yHoro pucyHka B GasanbHbix oTgenax, Gonb-
we cnpaea. KopHu Nnerknx mManocTpyKTYpHbI, HE PacLMpEHI.
Ounacbparma oyepyeHa. JlatepanbHble CHHYCbl CBOGOAHLIE.
TeHb cepaua He paclupeHa. OnpegenseTcs JONOMHUTENb-
Has MHTEHCKBHAsA TeHb NapaBepTebpanbHO CneBa Ha YPOBHE
Thg=Thy,.

MPT opzaHoe 6prowHoil nonocmu — MP-npu3Haku yme-
PEHHOW CriieHoMeranuu.

MPT 3abprowuHHO20 npocmpaHcmea. napaBepTe-
OpanbHo Ha ypoBHe Anadparmbl cneBa obbemHoe obpasoBa-
Hue, pasmepamn 4o 44x21,1x38,6 MM, LUMPOKO npunexallee
K MO3BOHOYHMKY, UCXOASALLEE M3 MEXKMNO3BOHKOBLIX OTBEPCTHUN,
orpaHnyuBatowee anddysmio  (M3mepsembin KOIPHULNEHT
avdbadysum (MKO) He meHee 0,39x10-° Mm2/c), HakannuBatoLiee
KOHTpacTHoe BelecTBo. 3aknoyeHune: MP-kapTuHa napasep-
TebpanbHoro o6bemHoro 0bpa3oBaHus crieBa Ha YpoBHe Ana-
(parmbl — Helpobnacrtoma?

B pesynbTate BbisiBNeHMs 06beMHOro obpasoBaHus napa-
BepTebpanbHOro nmpocTpaHcTBa Obina NpoBefeHa KOHCYNbTa-




LMs OHKoslora. 3aknoyeHune: obpasoBaHne 3abpHLLMHHOIO Npo-
CTpaHcTBa (HelpobriacToma?), oCTpas MO3KEeUKoBas aTakcus,
CMHAPOM OMCOKMOHYCa-MWOKMOHyca. [lauueHT 6bin Hanpas-
nex B ®rbY «HMWL onkonorum H.H. MetpoBa» MuH3gpasa
Poccum, 4tobbl mpogomkutb obcrnefoBaHWe W OMpesennTb
[arnbHenwWy TakTUKy nevenus. B atom cTtaumoHape pebeHky
npoBegeHa MPT CMHHOTO MO3ra C BHYTPUBEHHbLIM KOHTPAcTu-
poOBaHWeM, JaHHbIX 3@ NopaxeHne 060mnoYeKk CNMHHOMO Mo3ra
M MuenonatTui He BbisiBneHo. BobinonHeHa KT ¢ BBeaeHuem
KOHTPaCTHOTO BELLECTBA rPYAHON KNETKM: BHYTPUIPYAHbIE NUM-
coyanbl He yBenuyeHbl. Tumyc 46x35 mm. MpeBepTebpanbHo
cnesa, Ha ypoBHe Thy—Th,, MarkoTkaHHoe 0Bpas3oBaHue C YeT-
KUMKU KOHTYypamu, pasmepom 43x23x43 mm. lMposefeHa Tpe-
naHbuoncus obpasoBaHus.

Mocne npoeepeHHoro obcnegosaHus B OIBY «HMWL
oHkonorun H.H. MeTpoBa» Gbin NOCTaBMEH 3aKMYUTENBHBIN
AMarHo3: HuskognddepeHLmpoBaHHas Heiipobnactoma napa-
BepTebpanbHoit 0bnactu cnesa Ha yposHe Thg-Th,,, Il cTagus
no INSS, L2 cragus no INRGSS. I'pynna cpegHero pucka. Oc-
NOXHEHWEe OCHOBHOrO 3aboneBanus: aHLUedanonatus Kutcoyp-
Ha (CMHAPOM OMCOKMOHYCa-MUOKMOHYca). AMAAMUKALMS reHa
N-MYC otpuuatenbHas. 'McTonornyeckoe 3aknoyeHme — Tpe-
naHbuonTtat 0bpa3oBaHus napaBepTebpanbHON obnactu cre-
Ba: CTONOMKM HU3KOANP(DEPEHLIMPOBaHHON HeMpoBnacToMbl C
thokycamn HeamddepeHLMpoBaHHON HenpobnacTombl (MeHee
5% onyxonu). Mapkep nponudepaTnBHON aKTUBHOCTH HU3KWIA
(MKI). Tpynna HebnaronpusTHoro nporHosa. PeGeHky npose-
[EHO TPU Kypca CUCTEMHOTO MPOTWUBOOMYXOMNEBOrO NEYEHUs
(no npotokony NB2004). Mocne TpeTbero kypca co 3Ha4nTenb-
HbIM YMyYLIEHNEM KIMHWYECKOW KapTUHbI (OMCOKMOHYC He OT-
Meyarncs, JeBoyKa CaguTCs U CUAWT CaMOCTOSTENbHO, XOAUT
C NOALEPKKON, CBODOAHO MaHUNyNuUpyeT NpeaMeTamu), peHT-
reHONOrMYECKON KapTuHbl (yMeHbLLIeHne o6bema obpasoBaHus
napasepTtebpanbHoi obnacty cnesa Ha 86% cornacHo NB) Bbl-
nucaHa JOMoW nog HabmoaeHue oHkosora.

Knunnueckun cnyyaim Ne 2

Pooutenu nauuentkn K., 1 rog 10 mecsiues, obpaTtunuch
B KOHCYNbTaTUBHO-AMUarHoctTuyeckuit ueHtp CMermmy. Xa-
nobbl npu obpalyeHnn: oTcTaeT B MOTOPHOM pa3BUTUM (He
XOAMUT U HE CTOWT Y OMOpbl), aHOMasbHbIE ABMXEHNS Ta3HbIX
A6r0K, nogeprueaHusa MyckynaTypsbl, WAaTKOCTb, runepBo3dy-
AUMOCTb.

AHaMHe3 XU3HU U aHaMHe3 6one3Hu. [epuHaTanbHbIA
aHamHe3 oTsrolleH. bepemeHHOCTbL nepBasi, NpoTekana c re-
cro3om, OPBWM B 20 Hegenb. Poabl nepebie Ha 42-it Hegene,
oLieHka no wkane Anrap 8/9 6annos. McMxoMOTOpHOE pa3BuTHe
COOTBETCTBOBANO BospacTy. CamocTosaTensHo nowna B 1 rog
1 mecsu, npousHocuna otgenbHele cnosa. B 1 rog 6 mecsues
poauTenu obpaTtin BHUMaHWe Ha cBoeobpasHbIil 3anax Mouw,
MpW yNbTPa3ByKoBOM WCCAEA0BAHNM MOYEK U MOYEBBIBOLALLMX
nyTei BbISBNEHO 00bemMHOe 0bpa30BaHWe NEBOrO Hagmouvey-
Huka. OnepaTuBHOE NeyeHne npoBeaeHo B 1 rog 8 mecsues.
lMocne rMcTonorMyeckoro nccnepoBaHns oobeMHoro obpaso-
BaHUSI YCTAHOBMEH AMarHo3: Heipobnactoma NeBoro Hagmno-

YeyHuka, HuskoguddepeHumposaHHas. Mocne onepaTuBHO-
0 NMeYyeHns B paHHEM MOCMeonepauuoHHOM nepuoge, Koraa
[EBOYKa HAaXOAMNach Ha OTAENEHWN peaHuMaunn, OTMETUIIN
APOXaHWe NpaBoii PyKu, 3aTEM ronoBbl W ey, Tynosuwa. Mpu
obpaLLeHnn: He CTOUT y OMOpbI, HE NEPeMeLLaeTcs CamocTos-
TenbHO. PeyeBoe pasBuTe — NPOM3HOCUT OTAENbHbIE CMOBA.
HacnepnctBeHHOCTb He oTsiroweHa. PebeHok rocnutanmampo-
BaH B knuHuky CM6IMTIMY. Hegponoauyeckuti cmamyc. Obuiee
COCTOSIHME YAOBMETBOPUTENBHOE. YepenHas WHHepBauus —
B3rnsg pukcupyeTt, crneauT 3a npeameToMm. [onosa npusegeHa
k nesomy nneuvy. [nasHble wenu — D=S. MopeprueaHue rnas-
HbIX 610K, BonbLoi pogHNYOK 3aKpbIT. MOTOPHbIE HaBbIKM —
yOepX1BaeT ronoBy, NepeBopaqnBaeTCs, CaMOCTOATENBHO He
caguTcs, CManT ¢ noaaepxkon. MbllueyHbln TOHYC: aAuddysHas
MbILLEYHas rUnoToHust. Tnybokue pednekchbl; CUMMETPUYHDI,
OXMBNEHbI. MeHuHreanbHble 3Hakum oTpuuatenbHble. OKpyx-
HOCTb ronoBbl — 7 cM. OKpyxHOCTb rpyaum — 47 cM. WHTeH-
UMoHHoe gpoxaHue. CtaTuko-MoTopHas atakcus. [1poBegeHo
obcnenosanne. MPT ronosHoro mo3ra — 6e3 naTtonornyecknx
M3MEHEHW, BWAE0-3NEKTPO3HLEedanorpamyecknii MOHUTO-
PWHF C PEerucTpaumelt cHa — anunenTudopMHasl akTUBHOCTb
He BbIsIB/IEHa, MKTaNbHbLIX MaTTepHOB HET. [uarHo3: oncokmno-
HYC-MUOKNOHYC, napaHeonnactuyeckuin. CoCTosHWEe nocne
onepaTMBHOrO NeyveHns 06beMHOro obpa3oBaHNs NEBOro Haj-
noyeyHuka. ComyTCTBYLWMA: CUHOPOM rMNepBO30YyANMOCTH.
MpoBeAeHbl KypCbl FOPMOHANBHOM Tepanun 1 XuMuoTepanmu.
Mocne nepBoro Kypca Xummotepanuu ¢ NPUMEHEHNEM LIKIO-
ochaHa COCTOsSHWE YXYAWNIOCh: BO3DYKAEHWE, HAapyLLEHNS
CHa, Yyepe3 2 HeAenu — pBOTa, CBA3aHHas C MPUEMOM MULLK
W B HOYHOE BPEMS, YCUINEHWNE TUNEPKUHE30B, CaKKaaMpPYyHLLMX
JBWXKEHWN rnasHbix s0noK. MosBUInCL MUOKMOHUM rnas npu 3a-
cbinanmu. Mpu cnegytoLlem Lmkne xumuoTepanum (Luknodoc-
thammng + gexkcameTo30H) Mama pebeHka cooblymna 06 ymeHb-
WweHun MuoknoHyca. OfHako CHMNTOMaTMKa MOMHOCTBK He
kynupoBaHa. [poBegeHbl YeTbipe Kypca putykcumaba ¢ nono-
XUTENbHON MHAMMKOM — C YMEHbLUEHMEM MWUOKMOHYCa, aTak-
CWM, pacLLMpeHeM MOTOPHbIX U peyeBblX HaBblkoB. PebeHok
HabnogaeTcs oHkonoroM 1 Hesponorom CI6IMMY, nposoauT-
ca peabunutaums. HaBbikn camocTosTeNnbHOM X060kl BO306-
HOBWNNCb B 3 roAa 5 MecsLEeB, MUOKIOHNYECKIE NogepriBaHns
KynupoBaHbl. [lepuognyeckn, 0COGEHHO NPy SMOLMOHANBHBIX
peakLmsIx, — aHOMasbHble ABVKEHNS rnas.

OBCYXOAEHUE

OcobeHHocTn mepBoro crnyyasi 00ycnoBneHbl ObICTPbIM
pa3BUTUEM HEBPOIOTMYECKON CUMNTOMATHKN (B TEYEHUE 2 He-
Jenb), npeobnafaHneM B HEBPOMOrMYECKOM CTaTyce Hapac-
TaloWEN TYNOBULLHOM M KOHEYHOCTHOM aTtakcuu, BNAOTb A0
pasBnUTUS actasnn-abasni, OTHOCMTENbHO MO3AHMM MPUCO-
€[MHEHNEM OMNCOKMOHYCa, BbIPAXEHHBIMI MOBEAEHYECKUMM
HapyLUEHUSMM, BereTaTUBHbIMU pPaccTpoiicTBamMm (pBOTbI, Ha-
pyLLeHNA cHa). Bo BTopom HabmiogeHun CHAPOM OMCOKMOHY-
Ca-MMOKITOHyCa pasBUNCS B paHHEM MOCEOonepaLoHHOM ne-
proge y pebeHka 1 roga 8 MecsiLeB ¢ AMarHOCTMPOBAHHON Hel-
pobnactomoit. OTnnyancs pas3BUTUEM BbIPAXXEHHON aTakcuu,
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MUOKITOHYCa 1 OMCOKMOHYCA, ANUTENbHO NEPCUCTUPYIOLLMMM Ha
oHe nosmxumuoTepanuu. MonoxmTenbHbI APHEKT OTMEYEH
nocre NOBTOPHbIX KYpcoB puTykcmaba.

B HacTosiLyee Bpems anroputm AnarHocTuku 3abonesaHns
OCHOBBIBAETCS Ha aHann3e KMMHUYECKOI KapTUHBI U UCKMHOYe-
HWAW LPYTWX BO3MOXHBIX HO30M0MMYECKMX hOPM CO CXOLHbLIMU
nposieneHusmu. Mocne ycTaHOBNEHWUS AMarHo3a cuHapoma on-
COKIMOHYCa-MUOKIOHYca HEOBX0AMMO BbISIBUTL STUOMOTUIO 3a-
BoneeaHus, YTO onpeaensieT AanbHENWNin TepaneBTUYECKUI
nogxog.

OtcyTcTBre pa3paboTaHHbIX SUMarHOCTUYECKUX KpUTEPUEB
oBycrnoBnmBaeT NO3AHIOK AUArHOCTUKY 3aboneBaHws, a B Cry-
yasx MaHudecTaumu 3abonesaHusi CMHLPOMOM OCTPOW aTak-
cum (0cOBEHHO NMpU OTCYTCTBUM OTYETIIMBOIO OMCOKIIOHYCA WK
Bonee nosgHero nosiBneHus) TpebyeT npoeaeHUs AnddepeH-
LuanbHON AMarHoCTUKA.

PekomeHayeTcs B nepBylo oyepedb UCKMKYaTb OCTPble
HapyLleHMs: MO3roBOro KpoBoOOpaLleHns, remopparin, 0bb-
€MHble 0Dpa30BaHNs CTPYKTYp 3agHEN YepenHom MKW, JIKBO-
POAVHAMMYECKUE HapyLLEHWs, BOCManuTenbHble 3aborneBaHus
LieHTPanbHON HEpBHOW CUCTEMbI (3HLEe(anuTLl, Bbl3BaHHbIE
repneTMyeckon rpynnon BUPYCOB, 9HLEeanuTbl UHOW 3TWOMO-
rn), oCTpble AEMUENUHMU3NPYIOLLME 3aboneBaHus, B TOM Yuche
ayTOMMMYHHbIE, TeHeTNueckne 3abonesaHus, AeblTupyloLme
OCTpoit aTakcuei. [marHocTika 3aboneBaHns OCNOXHAETCS OT-
CYTCTBMEM OHOBPEMEHHOTO Pa3BUTHS Tpuambl OCHOBHbIX CYM-
ntomos [13].

BaxHO 0TMETUTb, YTO NpU NONYYeHUM OTpULATENBHBIX pe-
3yNbTaTOB OHKONOTMYECKOro noucka Heobxoanmo npoBeseHNe
nosTopHo# Bu3yanusauun (MPT/KT) rpyaHOR KneTku, OproLLHON
MofioCcTM, Manoro Tasa He noaxe, YeM yepes 6 MecsLeB, a Tak-
Xe pekomeHgyetcs BoinonHuTe MPT Bcero Tena [1, 2, 13].

B knuMHWYeCcKoi kapTUHE NEepBOTrO Cry4ast OHKOOTUYECKMIA
nomck OblfT BKITIOYEH B KOMMMEKCHOE 06cnefoBaHne naumeHTa,
4TO MO3BONWIIO B Te4eHne 18 gHel OT Hayana MaHudecTalum
3aboneBaHus yCTaHOBUTb AMATHO3 U 3TMONOTUIO 3aboneBaHns
1 OMPedenuTb AanbHeLwyto TakTKy Tepanuu.
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Bbibop npaBunbHOWM MapLupyTU3aLmK, NPeeMCTBEHHOCTb
Mexay nevebHbIMM yupexaeHuaMu, BbICTpoe Havyano cucTem-
HOW NPOTMBOONYXONEBOW Tepanuu cnocobcTaoBanu BbicTpomy
perpeccy HeBpONOrNYeCKor CUMITOMATUKN 1 onyxonn. Bropoe
HabrioaeHne [eMOHCTPUpYeT HeoBXoAWMOCTb AnUTENbHOro
NeYyeHnss CUHApOMA OMCOKMOHYCa-MUOKIIOHYCa napaHeonnac-
TUYECKOro reHesa Npu CTOMKUX HEBPOMOTMYECKNX HAPYLLEHMSIX.

AONONHUTENbHAA UHOOPMALIUA

Bknag aBTopoB. Bce aBTOpbl BHECNM CYLECTBEHHbIN
BKNag B pa3paboTky KOHLenumu, NPOBEAEHINe UCCIefoBaHNs U
MOAroTOBKY CTaTby, MPOYnM 1 0f06pUnM uHamnbHY0 Bepcuto
nepeq nybnukauyen.

KoHdpnukT uHTepecoB. ABTOpbI AE€KNapUPYIOT OTCYTCTBUE
SBHBIX M NOTEHLMANbHBIX KOH(INKTOB MHTEPECOB, CBA3AHHBIX
¢ nybnukauuen HacTosLen cTaTbMm.

WcTounmnk dmHaHcupoBaHmua. ABTOpbI 3asBnsioT 06 oT-
CYTCTBUW BHELLHETO (PMHAHCMPOBAHMS NPV MPOBEAEHNN Uccre-
[0BaHws.

WHdopMmpoBaHHOe cornacume Ha ny6nukauuto. ABTOpbI
MONYYUNM NMUCbMEHHOE COTMacue 3aKOHHBIX MpeacTaBuTENEn
NauWeHTOB Ha NyOonmMKaLMo MegULMHCKNX AaHHbIX.
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