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Cundpom oncoknonyc-muoknonyc (OMC) seasemes peOkum Heéponsoeuueckum cuHOpomom. JaumenvHoe cyuecmeosanue Heepoio2uecKux
CUMNMOMO8 Y NALUeHMO08 6e3 00AICHO20 NPOBedeHH020 00CcAe008aHUs U AeHeHUsl, OWUOKU 8 OUA2HO3e NPU NEePBUYHOM 00paujeHuU 601bHbIX
ceudemenbCcmeyiom 0 mom, 4mo 60AbUUHCIBO 8pa4ell He 0C8e00MAEHbl 0 OAHHOM CUHOpOME U Kpumepusax e2o ouaznocmuxu. Ileduamp,
Komopulii Habaodaem pebeHKa panHe2o0 803pAcMa ¢ MO3NCEUK080L amakcuell, 00A4CeH 3HAMb 0 MOM, YO MO COCMOsIHUE MONCem Obimb
nposieaenuem OMC. C netipobaacmomoii (HB) accoyuuposanvt 50 % cayuwaese OMC, pazsusuiecocs 6 demckom eo3pacme. O0naxo 0o Ha-
CMosiUe20 8peMeHU BO3HUKAIOM MPYOHOCMU 8 PaHHel OUAZHOCMUKe IMO020 COCIMOSIHUL, OnpedeaeHul 00semMa UHULUAAbHO20 00cAe008aHUs
u makmuiku mepanuu. B dannoii cmamve npuseden 00630p aumepamypot, NOCEAUCHHbII PA3NUMHBIM ACReKMaM Namoeene3d, OUdeHOCMUKU,
Kaunuxu, aevenus u npoerosa npu OMC. Omdeavro paccmompenni onpocet, nocesuerntvie OMC, accouuuposannomy ¢ Hb.
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Opsoclonus-myoclonus syndrome and neuroblastoma (a review of literature)

D. Yu. Kachanov, T.V. Shamanskaya, O. B. Malevich, S.R. Varfolomeeva
Federal Research Center of Pediatric Hematology, Oncology and Immunology named after Dmitriy Rogachev, Ministry of Health of Russia, Moscow

Opsoclonus-myoclonus syndrome (OMS) is a rare neurological disorder. Chronic neurological symptoms in patients, improperly examined and
treated, and diagnostic errors during their first visit to a doctor suggest that most physicians are unaware of this syndrome and criteria for its diag-
nosis. The pediatrician who follows up an infant with cerebellar ataxia must know that this condition may be a manifestation of OMS. 50 % of
childhood-onset OMS cases are associated with neuroblastoma (NB). However, to date difficulties have emerged in the early diagnosis of this
condition and in the determination of initial examination scope and therapy policy. This paper reviews the literature on different aspects of the
pathogenesis, diagnosis, clinical presentation, treatment, and prognosis of OMS. The issues of NB-associated OMS are considered separately.
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Bsepexue

OncoknoHyc-MuokaoHyc cuHapom (OMC) (tab6an. 1),
W3BECTHBIM I0J, CMHOHUMAMM <«CHMHIPOM TaHLIYIOLINX
ra3» u «3Huedanonatus KuHcoypHay», xapakrepusyeTcs
3 OCHOBHBIMM CUMITOMAaMU: OICOKJIOHYC (COBMECTHBIC
OBICTPbIE, HEPETYJISIPHBIC Y HEPABHOMEPHBIE 110 AMILIUTY-
Jie ABUKEHUS TJ1a3HbIX s10J10K, OOBIYHO B TOPU30HTAIbHOM
IUIOCKOCTH, Hanboiee BhIpakeHHbIE B Havaje (pUuKcaluu
B3IJI51/1a), MUOKJIOHYC (ITOI€PTMBaHUS HEAMUICITUYECKO-
ro XapakTepa, KOTOPbIC 3aXBaThIBAIOT TYJIOBUILE, KOHEY-
HOCTH U JIMLIO) M aTaKCHsI. DTH CUMIITOMBI YaCTO aCCOLU -
MPOBaHBI C MOBEACHYCCKMMU HApYIIEeHUIMU (HaIpuMep,
Pa3apakKUTeIbHOCTBIO, TUIAKCUBOCTBIO, BILIOTH 10 IIPOSIB-
JIEHUI ayTOoarpecCUM U arpecCuu 1o OTHOLICHUIO K POIU -
TeJIsIM), HapylIeHUEM CHAa MU KOTHUTUBHBIMM PacCTpOM-
CTBaMH.

Hcmopus Bonpoca

BnepBbie cMHAPOM, BKITIOYAIOIINi B CE05T MO3XKEUKO-
BYIO aTaKCHIO, CTpaHHbIE IBVXEHUS IJ1a3 U MOoJepruBa-
HUsI MBILIL, ObUT onrcaH B 1962 I A€TCKUM HEBPOJIOIOM
M. Kinsbourne 1 Ha3BaH «MUOKJIOHUUYECKas HIIedanona-
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™I MinageH4YecTBa» (MOM) (Myoclonic Encephalopathy of
Infancy, MEI) [1]. B Teuenue mocaeayiomux 5 1eT MHOTHE
Mom00OHbBIE KIIMHUYECKKE CIydan 0003HAYaIMCh TEPMUHOM
«CHHIIPOM TaHLYIOILKX [VI1a3», «CUHIPOM TAHLYIOLLUX HO»,
«cuHapom Kuncoypna» 1 OMC. OgHako B COOOIIEHUN
M. Kinsbourne He ONMCHIBAJIOCH CBSI3U JaHHOTO CUHAPOMA
¢ HB. Accoumanus mexny Hb 1 MOM Oblna onucaHa
nosaHee B 1968 . G.E. Solomon u A.M. Chutorian [2].

Ta6mauma 1. OMC

KimouyeBbie onpeneieHnst

OMC B 50 % cnyuaeB accouuupyetcsi ¢ Heripobiacromoii (HB)

HDB c couetanuun ¢ OMC umeeT 6JaronpusiTHbIE XapakKTepUCTUKU
OIYXOJIA ¥ GJIArONPUSITHBIN IIPOTHO3

KommnblorepHas tomorpadust (KT)/MarHUTHO-pe30HaHCHAs
Tomorpadust (MPT) sBisIOTCSI BEAyIIMMU METOAMU B BBISIBICHUT
HbB B coueranun OMC

Y 70 % maumeHToB, HECMOTPST HA POBOANMOE JICUeHHE,
COXPaHSIETCsI HEBPOJIOTUYECKUI 1eDULIUT



JTETCKOU

HOAro

JnupemMuonorus u amuonorus

Hzyuyenue snugemuonoruu OMC npencraBiseT 3Ha-
YUTEIbHBIE TPYIHOCTH U OOYCJIOBJICHO KaK PEeIKOCTbIO
JMAaHHOW TAaTOJIOTUU, TaK U CIOXHOCTSIMMU TUArHOCTUKU.
Yacrota BctpeyaeMoctt OMC, 110 JaHHBIM TTOITYJISIIIMOH-
Horo ucciienoBaHus B Beaukoopurtanuu, cocrapisier 0,018
Ha 100 TbIC. HaceneHUs BceX Bo3pacTHbIX rpyni [3]. Han-
0oJiee 4acTo JaHHbIM CUHIPOM BCTpeUYaeTcs y IeTeid B BO3-
pacTHoii rpynre 1—3 roga, MenuaHa Bo3pacTa HA MOMEHT
MOSIBJICHUS TEPBLIX CUMIITOMOB cocTaBiseT 18 mec [3].
Onucansbl ciaydan pa3putusi OMC Bo B3pocC/IOi MOmyJisi-
uuu. [1pu 3TOM, B OT/IMYKE OT IETeli, B 3TMOJIOIMIECKOM
IUIaHE B JaHHOI BO3PaCTHOM IPYIINe OOJIBIITYIO POJIb UTpa-
10T UH(MEKIIMOHHBIE areHThI U TaK1e BUIbI 3I0KAYeCTBEH-
HbIX HOBooOpa3oBaHmii (3HO), kak pak Jierkoro m paxk
MOJIOYHOI Xene3bl [4—8].

V nereit B 3aBucuMocTu ot 3trojiorun OMC nonpas-
JIeJISIIOT Ha MapaHeoIyIacTUIeCKMii, mapanH(peKIIMOHHBIH
U UAUOTIATUYECKUM.

OMC, TaK e Kak MO3XeuKoBasi JereHepauust U SH-
11eaquThl, MOXET OTHOCUTHCS K IMapaHeOoIIaCTUIECKUM
HEBPOJIOTMYECKUM TPOSIBIeHUSIM Y mauueHToB co 3HO.
YacToTy BCTpeuaeMOCTH 3TUX CUHIPOMOB OLIEHUTb JOBOJIb-
Ho cJioxkHO. [To mTaHHBIM HEKOTOPHIX aBTOPOB, OHA COCTaB-
nsiet okono 1 cnyyasa Ha 10 000 mamuenToB co 3HO [9].
OMC B geTckoi MomyJassuMy Haubosiee 4acTo SIBISIETCS
napaHeoractTuyeckum npoueccom (ITHIT), accommupo-
BaHHBIM C HeliporeHHbIMU omtyxonsiMu (HB, ranrimoneii-
pobGiacToMa, TaHTJIMOHEpoMa), pexe ¢ IPyTUMU BUAAMU
HOBOOOpa3oBaHuii (TepaToma, TuMdoma XOMKKNHA, Te-
naTtobsacroma) [10, 11]. ITo nanueiM M. Pranzatelli, y nma-
urentoB ¢ OMC Hb srisiBisiercs B 50—80 % ciryuaes [12].
OnmHako, B CBS3U C PEIKOCThIO M MAJIOU3YYEHHOCTHIO CUH-
IpoMa, ApYyTHe aBTOPbI MpearnojaraloT 0ojee IIMPOKUi
nnanas3oH Bctpeyaemoct HB mpu OMC (2—90 % ciy4a-
eB) [13]. JlaHHOe TIpeaIojiokeHe CBSI3aHO ¢ U3BECTHBIM
¢akTOM 0 BO3MOXKHOI1 CITOHTaHHOI#1 perpeccun HB, uto Mo-
JKET 3aTPYIHUTDH IMOCTAHOBKY 3THOJIOIMYECKOIO JAMarHo3a,
WJIU, HAIIPOTHUB, CO CJIOXKHOCTBIO B Psizie CITyJaeB TUarHOCTH-
YeCKOro IoMcKa ommyxojiu. [IpuarmHaMu mocjaeaHero oocTo-
SITEJILCTBA MOIJIO OBITH HEMOJIHOE TTPOBEISHUE 00CIen0Ba-
Hus. [Taimentam ¢ OMC B psife cliydaeB He TPOBOAUINCH
KT 1 MPT rpyaHbIX 1 OpIOLIHBIX TTOJIOCTEN, a 3aKJIIOUeHUE
00 OTCYTCTBMU OITYyXOJIM OCHOBBIBAJIOCH HA OTPULIATETbHBIX
pe3yiabraTax CUMHTUrpaduy ¢ MeTaloa0eH3UITyaH I -
HoM (MUBT) 1 JaHHBIX PEHTIEHOJIOTMYECKOTO UCCIIEN0-
BaHUS, T.€. METOIOB, KOTOPbIE SBJISIOTCS HEIOCTATOUHO
YYBCTBUTEIbHBIMHU TSI BBISIBJICHUS OITYXOJIM MaJIoTro pas-
Mepa [14]. BaxkHOCTb aneKBaTHOTO 00OCJieJOBaHMS Ay~
€HTOB Y COBEPLIEHCTBOBAHUE AUATHOCTUYECKUX BOZMOX-
HOCTEM, HaIpaBJICHHBIX Ha BBISIBJICHUE HEWPOIreHHOU
OIyXOJIY, TTIOMYEPKUBAETCS TAHHBIMM, TIOTyYeHHBIMU YUEHBI-
MU B BemkoOpuranuu. YacTora BeISIBICHUST HEHPOTSHHBIX
onyxoJeii npu OMC y nereit mosbicuiach ¢ 0 u 8,2 % B 60-x
u 70-x romax XX Beka 1o 42,9 % B HacTosiiiee Bpems [15].
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Jlpyroii BO3BMOXHOM 3THON0rM4ecKoii mpuunHoit OMC
B IE€TCKOM TTOIYJISILMK SIBJISTIOTCS MHMEKIIUM (ITOCT- WX
napanH@eKIMOHHbIN nmpoluecc). B kauecTBe aTHOIOTMYE-
CKMX areHTOB, OTBETCTBEHHBIX 3a paszButue OMC, pac-
cMaTpuBaloTcsl BUpyc dniureiiHa—bapp, Bupyc Kokcaku,
repriecBupyc 6-ro tvmna, supyc rermarura C. OgHako Hajlu-
que MePCUCTEHLIMM BUPYyCca He UCKITIOUAeT HaJTUIMSI OITyXO-
JIEBOTO Mpoliecca U TpeOyeT JOIMOTHUTEIBHOTO 00CeI0Ba-
HUSI, HAIIPpaBJIEHHOTO Ha TTOMCK OITyXOJIM, aMOYy/IaTOPHOTO
HaOJIIOIEHUS] Y OHKOJIOTa Kaxble 6 Mec B TeueHue 4 jieT
OT HavaJia MOSIBJICHUS TIEPBbIX HEBPOJIOTMYECKUX HapyIlIe-
Huii [3, 14, 16]. MHorma aTHOMIOrHs OCTaeTCsl HE BISIBJICH-
HOM, B 3TUX C/Iy4asix pedb UAET 00 UAMOIaTHIeCKOM (hop-
me OMC.

Mamorenes

Knunnueckue ocobeHHocT TeueHUst OMC u pe3ynb-
TaThl UCCJIEAOBAaHUI, HAIlpaBJeHHbIX Ha IIOHMMAaHUE T1a-
TOr€HETUYECKMX MEXaHU3MOB, JIeXKaIIIMX B OCHOBE 3a00J1¢-
BaHMSI, YKa3bIBalOT Ha ayTOMMMYHHYIO IIPUPOLIY IIpoliecca.
YacToTa ayTOMMMYHHBIX 3a00JI€BAHUI, TAKMX KaK ayTOMM-
MYHHBI€ TTOpaXkKeHMSI IITUTOBUIHOM XXeJie3bl ¥ peBMaTHUC-
cKkue 00JIe3HM, Y pOACTBEHHUKOB MmauueHToB ¢ OMC 3Ha-
YUTEJIBHO BBIILIE, YeM B KOHTPOJIbHOIM rpytire (15 % npotus
2 %) [17]. Kpome Toro, mokazaHa accouuaiust OMC c omn-
penesieHHBIMU aHTUTCHAMU TJIABHOTO KOMILJIEKCA THCTO-
comectuMocTu Il kmacca (mokyc DRBI1 01). JlaHHbie
¢akThl yKa3pIBalOT HAa F€HETUYECKYIO MPEIpaciooXeH-
HOCTh K pasutuio OMC [18, 19].

B ocnoBe paszsutusg OMC y 6oabHbIX co 3HO nexur
MPOTUBOOITYXOJIEBBIA UMMYHHBIMA OTBET, HAIIPaBJICHHBIN
MPOTUB OMYXOJIb-aCCOLUMUPOBAHHBIX aHTUTeHOB (OAA)
C TIePEKPECTHOM PEaKTUBHOCTBIO B OTHOILIEHUHU CTPYKTYP
neHTpaibHoI HepBHOI cuctembl (LIHC). Kak u ipu apy-
I'MX BUIAX MapaHeOIUIaCTUYECKX CUHIPOMOB, COITPOBOXK-
nmarommxcsa nopaxenuem IHHHC, aktuBaimysi uMMyHHOI
cucTteMbl B oTBeT Ha Hanmmuue OAA Biieuet 3a co0oii Lieyio
cepuIo COOBITHIA: 1) arToNTO3 OMYXOJEBBIX KIETOK; 2) IPO-
LIECCUHT allONTOTUYECKUX KJIETOK NeHAPUTHBIMU KJIETKa-
MU C MOCIeaylolleil Murpamyein mocjaeaHux B TuMoaTu-
yeckue y3ibl; 3) aktuBanus CD4+ u CD8* T-numMdouuTos;
4) NpOHUKHOBEeHUE aKTUBMpOoBaHHBIX CD8* T-nmumdoru-
TOB Yepe3 reMaTo3HIIeDaTnIecKrii 6apbep, MOBPEXKICHUE
HOpPMaJIbHBIX HEMPOHOB, 3KCIIPECCUPYIOLINX HEKOTOPHIE
aHTUTEHBI, O0IIIME C KJIETKaMU OITyXojiu. Pe3ynsraTom mo-
CJICIHUX COOBITUI SIBJIIETCS pa3BUTHUE HEMponereHepaTuB-
HBIX U3MeHeHu# n knuHuku [THIT.

Ponb uMmyHonorndeckux MmexaHmsamoB npu OMC,
accouuupoBaHHoMm ¢ HB, moarBepxkaaeTcst rucToiornyec-
KO KapTUHOM OIMyXOJ1 B BUJE BbIpaxKeHHOU TUM@OLIM-
TapHOI MHOUIBTpALUU U HATU4IUS TMMGOUIHBIX (hOJUIHU -
KynoB. CienyeT OTMETUTb, uTO B maToreHe3de OMC urpaet
pOJIb KaK TYMOpPaJIbHOE, TaK 1 KJIETOYHOE 3B€HO UMMYHU-
teta. Ponb B-Kj1eTOYHOro MMMYHHOTO MeXaHW3Ma J10Ka-
3aHa KJIMHUYECKMMU HCCACHOBAaHUSIMM, MOKa3aBIIUMU
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9KCHaHCHIO B-1MMGOLIMTOB B CIMHHOMO3TOBOM KUAKOC-
™ (CMX) y naumentoB ¢ OMC 1 cnocoGHOCTb KJIETOK
HBb npoayuuposarts pakTop akruBaumu B-kierox (B-cell
activating factor, BAFF) u HekoTopbie xemokuHbI [20, 21].

B nocnenHue roapl MOATBEPKAAIOTCS JTaHHBIE O TOM,
YTO MHGUIBTPALIVS TKAHU OITyXOJIM JTUMMOUTIHBIMU KIIET-
KaMH OCHOBaHa Ha criocodHocTH KineTok Hb npoayuupo-
BaTb XeMOKHWHBI. XeMOKUHBI — IIPOTEMHBI C HU3KOI MOJIe-
KYJISIPHOM MacCCOM, KOTOPBIE CBSA3bIBAIOTCS C POICTBEHHBIM
peLienTOPOM, BBI3BIBAIOT KJIETOYHBIN OTBET, B YaCTHOCTHU
JuMbounnHyo Murpaiuio 1 aktuBaimio. L. Raffaghello et al.
npoaeMoHcTpupoBanu, 4yto xeMokuHel CCR7, CXCR4
1 CXCRS5 1 ux nuraHabl 9KCIpecCcupyloTcs Kak Ha OIyXO-
JIEBBIX KJIETKaX, TaK U Ha OITyXOJib-UH(UIBTPUPYIOIINX
muMdonmTax [22]. Takke mokazaHo, 4YTO XeMOKMHBI UTpa-
0T KJIIOUEBYIO POJIb B MEXaHU3Max 3KCcIaHcuM B-kieTok
B CMX. ®akrop, akrusupywoumuii B-xkierku (BAFF),
MpeAcTaBIsieT CO00il KITIOUEBYIO MOJIEKYJTY, OTBETCTBEHHYIO
3a BbokuBaHMe B-kierok. V. Fiihlhuber et al. moka3asu Bbl-
cokoe cootHouieHue BAFF 8 CM XK y nanimentoB ¢ OMC
M MALMEHTOB C BOCMAIUTEIbHBIMU TTopaxkeHusimu LTHC [23].
OmHako B OTJIMYME OT MAlMEHTOB C BOCHAJIMTEIbHBIMU
nopaxeHussMu 00bHbIe ¢ OMC He UMeu MOBPEXKACHUS
reMatosHIedaTnIeckKoro bapbepa, 4YTo yKa3blBaeT Ha TO,
YTO OH MOT OBITh CEKPETUPOBAH B CIMHHOMO3TOBOM Ka-
Hane. ITo-Bugumomy, BAFF moxeT cexkperupoBaTbcs
u kietkamu HbB, 1 rmuanbHbIMU KJIeTKaMU. DTU JaHHbIE
MOATBEPXKIAEHBI U IPYTUMU UCCIEN0BATEIbCKUMU TPYyII-
namu [24].

Takke ecTb maHHBIE, yKa3blBalollye Ha y4yactue T-
KJIETOYHOrO 3BeHa B MexaHu3me pa3putust OMC. Hapsiny
¢ aKcmaHcuell B-kieTok oTMedaeTcsl MOBBIIIEHHE raM-
Ma/aensra T-KJIeTOYHBIX CYOIOMyJSILUMA M aKTUBALUS
CD8* T-numdouutoB B CMXK [25].

PasznuuHblie HelipoHanbHbIe sAnepHble aHTUTeNna (AT)
ObUIM BBISIBJICHBI IIPU OITyXOJISIX, COIPOBOXIAIOIIMXCS
ITHII. K gannbiM AT otHocsitest aHTu-Hu AT nipu Menko-
KJIETOYHOM pake Jierkoro, aHTu-Ri AT npu pake MoJjiou-
HO¥ XeJie3bl, aHTU-Y0 AT mpu pake MOJIOYHOI KeJe3bl
U IMYHUKOB [26, 27]. HecMOTpst Ha MOCTYJINPYEMYIO ayTO-
MMMYHHYIO TIpuponay mnpouecca y aeteii ¢ OMC, naHHble
0 YacTOTe BCTpeYaeMOCTU aHTUHelpoHaabHbIX AT B met-
CKOI1 MOMYJISILIMY 3HAYMTEbHO pa3HsTcs. B omHOM U3 uc-
cnenoBannit antu-Hu AT BeisBasinvce y 4 % nereii ¢ Hb
n OMC [28]. E. Rudnick et al. moka3anu Haiu4yue aHTU-
HelipoHanbHbIX aHTHU-Hu AT y 81 % 6GonbHbIXx ¢ OMC.
[Mpuuem tutp AT He KOppeIupoBas C TIXKECTbIO KIMHU-
YECKOT0 TeUCHUSI HEBPOJOTMUECKMX PACCTPOMCTB U C OT-
BeTOM Ha Tepanuio [29]. OmucaHo NPUCYTCTBUE B CHIBO-
poTKe OONbHBIX aHTUMHelpoHaabHbIX AT kiaccoB IgG
u IgM, AT x Heiipocdunamenram. BeipabotanHbie AT ne-
PEKPECTHO pearupyloT ¢ OIyXOJeBBIMU KJIETKaMU U 3110-
POBBIMM HEMPOHATbHBIMU KJIE€TKAMU, BHI3bIBAsI HEBPOJIOTH-
yeckue HapyleHus y mamueHToB ¢ OMC u 3HO [27, 30, 31].
Hawnb6onee yacro y nereit c OMC neiicrBue AT HarpaBsie-
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HO MPOTUB LIMTOILUIA3MATHYECKUX aHTUTEHOB KJ1eToK ITyp-
KHMHbEe MO3Xedyka. B Hacrosiee BpeMsl MCIIOJB3YIOTCS
pasanyHble METOAUKHU s BhisiBeHUsI AT (ceposioruye-
ckuii aHanu3, ¢aoyuuromeTpus) npu OMC y nereit, oa-
HaKO 3HAYMTEJIbHbIC PAa3IMUMs B YaCTOTE€ BCTPEYaeMOCTHU
naHHbIX AT He MO3BOJISIOT UCII0JIb30BaTh UX OIPEIe/ICHME
KaK pyTMHHYIO METOAUKY AuarHocTuku ganHoro ITHIT.

OcHoBHbBIE TeOpuM MoHUMaHUs TTatoreHe3a OMC ner-
JIK B OCHOBY Te€paIeBTUYECKMUX POTOKOJIOB, KOTOPhIE OY-
YT paCCMOTPEHBI HIKE.

OcoGeHHOCMU HeiiporeHHbIX onyxonei,

conpoBo:kAalowWuxcA CUHAPOMOM ONCOROHYC-MUOKNOHYC

HB aBnsieTcs oryxonbio, KOTopasi o CpaBHEHUIO C ApY-
rumu Bugamu 3HO Hanbosee yacTo conmpoBoXKaAaeTCs pas3-
putueM ITHIT. Yactora OMC npu HB nocturaer 2—4 % [32].
Hawubonee ywacto OMC BcTpeuaeTcs Mpy JTOKaTU30BaHHBIX
cragusx HB (ta6mn. 2). OmyxoJieBble MacChl 0ObIYHO JIOKA-
JIM30BaHbI B 3a0PIOIIMHHOM IPOCTPAHCTBE U CPEIOCTEHUU
[33]. Kak nmpaBujo, 3To HeOOJIbIIIME 0 pa3Mepy 00pa3o-
BaHus (B OOJIBIIMHCTBE cirydaeB 10 ScMm). B 90 % onyxonb
HOCHUT HeMeTacTaThdecKuii xapakrep. I1o Bceii Buammoc-
TH, UMEHHO BbIPAaXXEHHOCTb ITPOTUBOOITYXO0JIEBOTO MUMMYH-
HOro oTBeTa opranusma y nauueHToB ¢ OMC onpenenseT
MaJjible pa3Mephbl 00pa30BaHUs U OTCYTCTBUE METACTa30B.
OnHaKo MMEHHO TaKasi aKTUBHOCTb UMMYHHOTO IIPOTUBO-
OITyXOJICBOTO OTBETA ITPMBOAUT B TAHHOI Irpy1iIie O0JIbHBIX
K Pa3BUTHIO TSDKEJIBIX ayTOMMMYHHBIX HapyuieHuid. OT-
CYTCTBUE OOHApYyXKEHUsI OIyXOJM MpM MEePBUYHOM Aua-
THOCTHKE MOXET ObITh CBSI3aHO C €€ perpeccueii K MOMeH-
Ty MIPOBEJACHUS IMarHOCTUYECKOTO Toucka [34].

Ta6mmua 2. OMC u Hb

Ocobennoctn mpu OMC (Bctpe-

XapakTepuCTHKH OMyXO0JIH
P P Yaomuecs HaudoJee 4acTo)

Jlokanuzanust omyxonu 3a0pIOIIMHHOE TTPOCTPAHCTBO

Craausi ITull
Hanuune otnaneHHBIX MeTacTa30B  OTCYTCTBYIOT

Tucronornyeckuit TUI OMyXoJIu laHrmoHeitpobiacToMa

IT POTHOCTHUYECKAs IpyIIIia

116 INPC BbrnaronpustHas

Craryc renHa MYCN OrcyTcTBUE aMIUTMGUKALUKA

CpenHsist TPOIOJDKUTEILHOCTD TIeproaa OT MOMEHTA T10-
SIBJIEHUST KIIMHMYECKUX CUMITTOMOB JTO TIOCTAHOBKHY AMarHO3a
T10 pa3HbIM JaHHBIM COCTABJISIET HECKOJIbKO MecsiiieB. OnucaH
cydaii oOHapy:KeHHUsI TaHIIMOHEpobiacToMa yepe3 3 roga
OT HayaJjia TepBbIX KIIMHUYecKuX nposieneHuii OMC [35].

Yamie BcTpevaroTcs auddepeHIInpoBaHHbIE THCTO-
nornueckue BapuaHTel Hb (ranrmuoHB). BoabmmHcTBO
Cly4aeB OTHOCHUTCSI K MPOTHOCTMYECKU OJIaromnpusTHOMN
TPYIIIE 10 MEXAYHAPOIHOM I’MCTONOTUYECKOM Kinaccupu-
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kauu HB (International Neuroblastoma Pathology Classi-
fication (the Shimada system)). Auddy3Hast u odimpHas
nuMdonuTapHas THQUILTpALUS ¢ TUMPOUTHBIMU (POII-
JIMKYJIaMU SIBJISIETCS XapaKTePHOM TMCTOJIOTMYECKOM OCO-
6enHocThio Hb ¢ OMC [36]. B GosibLIMHCTBE CBOEM OIIH -
CaHO OTCYTCTBUE HEOJIArONPUSITHBIX LIMTOIC€HETHYECKUX
MapkepoB (amrummpukanuu reHa MYCN) npu jaHHO#M na-
Tosoruu. ONMCcaHbl JUIIb eAMHUYHBIE crydan M YCN-1o-
sutuBHOM HbB B couetanun ¢ OMC, Bce 3TU manueHThI
MMeJIM HeOJIaronpusiTHBIA MPOTrHO3, YTO IOJYePKMBAET
BJIMsIHYE HEOJIaronpusATHBIX IIUTOIEHETUYECKUX U3MEHE-
HMI1 Ha POTHO3 3a00JIeBaHUSI BHE 3aBUCMMOCTHU OT IPYTHX
¢akropos [37]. B aTom ke ucciaenoBaHum ObLIO TTOKA3aHO,
yto runeprionaus npu Hb m OMC He Bcerma accouum-
pOBaHa C XOPOLIUM ITPOTHO30M.

HB B couetanuu ¢ OMC yaiie MeTaboJIMYeCK HU3-
KOAaKTHBHas1 OyXoJib. [1oBbIlIEHNE YPOBHS METa0O0JIUTOB
KaTeXOJJaMUHOB B MOYE OTMEYaeTCss B HEOOJBILIOM IPO-
nente ciayyaeB. MUBI — dapMakonornyeckuii aHaior
HOpaJpeHalIMHa U TyaHUAMHA, KOHKYPUPYET C OMOTeHHBI-
MM aMMHaMM 3a MPOLECC MOMIOLIEHMS U XpaHEHUS B afl-
peHepruyeckux u xpoMadduHHbIX TKaHsax. Creunduy-
HOCTb W YYBCTBHUTEJIBHOCTb cuuHTUrpadun MUBT
npu HB cocrapisier okono 76 % npu 1 u 11 craguu 3a60-
nesanus, ipu couetanuu Hb 1 OMC sToT npoueHT Mo-
XKeT ObITh ele Huxke [38]. JlaHHbIe 0COOEHHOCTH HE00X0-
JIIMMO YYUTBHIBaThb MPU TPOBEACHUM NUATHOCTUYECKOTO
noucka y 6oibHbIX ¢ OMC. PeHTreHorpaguu, yasTpasBy-
KOBOTO MccienoBanusi, cunHturpaduu ¢ MUBI nHorna
OBIBaET HEAOCTATOYHO Is1 oOHapyxkeHUs omyxonu. KT
1 MPT (ronoBsl, 1Ieu, IpyIHOM KJIETKU, OPIOLIHOM MOJI0C-
TH ¥ MAJIOTO Ta3a) y NMaiueHToB ¢ cuHapoMoM OMC urpa-
10T OoJiee 3HAUMMYIO POJIb JIs1 OOHAPYKEHUSI OIMYXOJIEBBIX
Macc.

B knMHMYECKON KapTUHE KJIACCUYECKUM SIBJISIETCS
MPOSBJIEHNE BCEX 3 COCTABISIONINX (MUOKIIOHYC, OTICOKJIO-
HYC, aTaKCHMsI) HA MOMEHT Je0loTa 3a00eBaHMsI, U TOraa
JIarHo3 He BbI3bIBaeT coMHeHus1. B 38 % ciydaeB y maum-
eHToB ¢ Hb Ha MOMeHT npe3eHTaluy MOXET ObITh BbIpa-
KEHO MpOosIBJICHUE TOJbKO 1 mim 2 cumnromoB. CTerneHb
BBIPaXKEHHOCTH HEBPOJIOIMUYECKMX MU3BMEHEHMI Ha Havyajlb-
HOM 3Tare oguMHakoBa y namueHToB ¢ OMC B coueTaHUU
¢ Hb u 6e3 HB. Toapko B oqHOM MccienoBaHUM OBLIO IO-
Ka3aHoO, YTO HEBPOJOTrMYeCKHe M3MEHeHMsI ObLId Oosiee
BoIpaxkeHsl y marmeHToB ¢ OMC u Hb [39]. B penkux ciry-
yasgx OMC pa3BuBaeTcs y 00JbHBIX C paHee BepuPULIMpo-
BaHHBIM auardHo3oM Hb. Onucan ciyyaii pazsutus OMC
y nmanyenTa ¢ 4S cragueiit HB, noxanusoBaHHoi1 B 06nactu
1Ien, rmociie 6 Kypcos nojuxmumuorepanuu [40].

Tpaguunonno neyenne HbB B couetanuu ¢ OMC, kak
MpaBUJIO, XUPYPrMYeCKOe BBUIY JIOKAJIM30BAaHHOM CTaAUN
3aboneBaHus. [1poBeneHne xumuotepanuu (XT) mokazaHo
B PEIKMX CIydasx.

Jleuenne OMC npu Hb Takoe xe, kak mpu OMC 6e3
HB, u BkimiouaeT B ce0sl KOPTUKOCTEPOUIBI, BHYyTPUBEHHbIE
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nmMyHornooynutsl (BBUI), nnknodgocdamun, putykcu-
Mab6. BoabmumHcTBO (6osiee 70 %) malyMeHTOB OTBEYAIOT
y>Ke Ha HavyaJIbHbBIH 3Tall JJeYeHUST KOPTUKOCTeporaaMu [29].

IMporno3 3HO pisg nmaumentoB ¢ Hb 1 OMC xopoiumii,
U 3-JIeTHss o01Iast BDKMBaeMoCTh gocturaer 90 % npu
Bcex cragusx Hb [41—43]. Beuto BeicKa3aHO IpeAmnoso-
keHue, yTo XT MOXeT yJIy4dIIuThb POrHO3 y YaCTH MaLu-
€HTOB CO CTOPOHBI HEBPOJIOTMYECKOro craTyca. B oqHoM
U3 UCCIeI0BaHMIA Y 6 13 9 MalIMeHTOB, KOTOPhIE MOJyYain
XT, ObL1 OTMEYEH TIOJNHBINA perpecc HeBPOJIOTHYeCcKoit
cumnToMatuku [41]. HeBponornyeckuii oTBeT y malueH-
TOB C PacCIpPOCTPAaHEHHBIMU CTAAUSIMM 3a00JIeBaHUST ObLI
TaKKe HECKOJIBKO JIy4llle, BO3MOXHO, 3TO ObLIO CBSI3aHO
c ipoBeneHueM XT y aToii rpynnbl 60abHBIX. OITHAKO MO-
Ka HeSICHO, BJIMSIET JIM Ha HEBPOJOTMYECKMIT OTBET HAa3HA-
yenue XT unm aTo cnencrBue 00Jiee HU3KOro ayTOMMMYH -
HOrO KOMITOHEHTa Yy MalMEeHTOB ¢ paclpoCTpaHEHHbIMU
cragusimu HB. HecmoTpss Ha mpoBoaumylo Teparnuio,
y 70 % nauMeHTOB OCTAlOTCsI HEBPOJOTMYECKUE U3MEHE-
HUSI B BUJI€ PACCTPOMCTB KOOPAMHALIUM, PEYU, TBUKEHMS
IJIa3HBbIX 0JI0K, moBeaeHus [43].

RnuHuYyecKaa KapmuHa u quarHocmuxa

Hesponornyeckoe paccTpoiicTBO MOXXHO OXapaKTepy-
30Bath Kak OMC B ciyvyae Hanuuus XotTs 061 3 U3 4 rpu-
3HAKOB: OIICOKJIOHYC, MUOKJIOHYC/aTaKCcusi, HapyIlIeHUe
nmoBeneHus 1/unu HapyieHue cHa 1 Hb. OonapyxeHune
OITyXOJIM ITO3BOJISIET OKOHYATEIbHO Bepr(pUIIMPOBATh q1a-
rHo3. I1o naHHBIM HaOIIOAEHNIT MHOTHUX aBTOPOB, KJIMHU-
yeckas kaptuHa OMC y nmeTteit pa3BuBajiach IMMOCTEIIEHHO
1 B OCHOBHOM Obl1a cxoxeil. CHavasia MosiBIsIOCh Hapy-
LIEeHMEe TTOXOAKM BIUIOTH O aba3uu, TpeMOp PyK, Teia,
IU3apTpHs, BCS CUMIITTOMATHKA COMPOBOXKIATaCh Hapylie-
HHUEM cHa 1 noBeneHMs1. OTICOKIIOHYC TJIa3HbIX SI0JIOK ITpH-
COEMUHSIICS MPAKTUYECKHU KaK MOCISIHUI 13 COCTABIISIIO-
LIMX CUMIITOMOB.

OncokoHyC (MJIM MUOKJIOHUMSI B30pa) — pPa3HOBU/I-
HOCTb HUCTarmMa, a MMEHHO — BO3BPAaTHO-TIOCTYIIATEIbHBIMN
HucrarM. Ero otimune ot Apyrux BUAOB HUCTarMa: CroH-
TaHHBIE, TPYIIIMPOBaHHbBIC, HEPUTMUYHbIE, KOHBIOTUPO-
BaHHbBIE IBIDKEHUS C pa3IUYHON CKOPOCThIO, HEPETYJISIP-
HbI€ TIOBOPOTHI IJIA3HOTO $1010Ka B CTOPOHBI, YKA3bIBAET
Ha TIopakeHHe MO3XeuKa M €ro CTBOJIOBBIX CBsi3eil [44].
Het npuBsizdaHHOCTH HUCTarMa B OJHYy CTOPOHY, YTO B CO-
YeTaHUU C OTCYTCTBMEM YETKOM JIaTepaar3allii HapyIIeH-
HBIX KOOPAMHATOPHBIX IMPOO 1 aTaKCUM YKa3bIBaeT Ha UG-
(¢y3Hoe ropaxkeHre Mo3:xeuka. Ho, Kak yrioMrHasoch BhIIlIe,
OIICOKJIOHYC B Hauajie 3a00IeBaHUsI MOXKET OTCYTCTBOBATb.
[ToaTomy Bpauy-HEBpPOJIOTY BCeX AETel C aTaKCueil, Hapy-
LIEHUEM ITOXOIKHU U PACCTPOMCTBOM IMOBEACHMS CICIyeT
HaOJII0IaTh M OCMaTpUBaTh B JUHAMUKE Ha BO3MOXHOE
MOSIBJIEHUE OICOKJIOHYCA U JJIs1 YTOYHEHUSI TIPUPOJIbI 3a-
o6onesanus. T. Herman et al. onucanm ciy4aii ocTpoit MO3-
JKEUKOBOI aTakcuu, accouuupoBaHHoii ¢ HB. ABTOphI
paccMaTpuBaNu JaHHBIA ciyvaii Kak HeTUnu4HbIii OMC,
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TaK KaK OTCYTCTBOBAJ OIICOKJIOHYC TJIa3HBIX s1I0J10K [45].
W3BecTHBIN (ppaHIIy3cKuUii neTcKuii HeBposor J. Aicardi
PEKOMEHIIOBaJI BCEM IMallMEHTaM C IJIUTEIbHON MO3Xeu-
KOBOM aTakCHeN HEYCTAaHOBJIEHHOM 3TUOJIOTUN IIPEATIOIa-
rath Haymuue HB [46].

OCHOBHBIM CTaHAAPTOM B IMOCTaHOBKe AuarHo3a OMC
SIBJIIETCSI TPAMOTHO ITPOBEACHHOE HEBPOJIOTMYECKOE MC-
clienoBaHMe U MPaBUJIbHBIN TOMMYECKU q1uarHos3. O1eH-
Ky BBIPAXXEHHOCTH HEBPOJOTMYECKOTO pacCTPOMCTBa,
Kak MepBOHAYaIbHYIO, TaK U Ha (hoHE TepaIuu, IIPOBOAST
10 CIIeIIMAaIbHBIM ILIKAaJIaM.

IlepBag mkana, paspadoranHas M. Pranzatelli, cocto-
uT u3 12 HeBpoaornyeckux cummnromoB OMC (1-ii u 2-it
CUMIMTOM — IIATKOCTh MOXOAKM, 3-i1 U 4-11 — TyJIOBUIIIHASA
aTakcus, 5-i1 — HEyCTOMYMBO CUIUT, 6-i1 — IT0Xast BEpTH -
Kajauzauus, 7, 8, 9-it — padora pyk, 10-it u 11-if — ornco-
KJIOHYC, 12-i1 — nu3apTpust), KaXKIblii CUMIITOM OLIeHMBA-
ercs B 6amnax ot 0 no 3. 1o pesynbratamM cyMMbl OalJIOB
ycTaHaBiauBaeTcs creneHb Tsokecth OMC (0 — HopMa,
0—14 — nerkas, 15—24 — cpenHsis, 25 u 6oJiee — TsKeaast
creneHs) [47].

Bropas mikana oneHuBaeT 5 mapaMeTpoB (CTaOMIb-
HOCTh TYJIOBHIIA, TOXOMKY, (DYHKILMIO PYK, ONCOKJIOHYC
¥ HapylieHue noBeaeHus ) ot 0 1o 3 6amioB (pa3paboTaHa
K.K. Matthay) [48]. PekomeHnyeTcsl BceM MNalMeHTaM
MMPOBOJUTH OIIEHKY I10 2 IITKaJIaM.

Teuenune OMC mutenbHoe (MeCSIIbl, TOAbI) U BOJ-
HoobOpa3Hoe. Ha ¢poHe MMMyHOCYNIPECCUBHOI Teparuu
HabJ0JaeTcsl perpeccust CUMIITOMOB. XOTS pelUaUB He-
BPOJIOTUYECKUX HApYIICHUII MOXET BBbI3BaTh MHTEPKYP-
peHTHasl pecnupaTopHass MHMEKIUs, CHUXEHHE O3Bl
cTepornoB. JI1000 JOOTHUTEIBHBIN CTPECCOBBIN (haKTOp
(maxke mpope3biBaHKe 3y00B, KaK €CTECTBEHHBIM Mpoliecc)
Tak:Ke yXyalllaeT HeBPOJOIMUECKYI0 KapTUHY.

JnddepeHManbHbIii AUAarHO3 MPOBOAMUTCS C ILIEJIBIM
psimoM Ipyrux 3aboneBaHuii. B riepByio ouepennb HeOOX0aM-
MO HMCKJTIOYATh MaTOJIOTUIO MO3XKEUKa M CTBOJIA TOJIOBHOTO
Mo3ra (OITyX0JIb, COCYIUCTYIO TTATOJIOTHIO, PACCESTHHBIN CKIIe-
po3, TpaBMy). He cTouT 3a0bIBaTh O TaKOI pacrpocTpaHeH-
HOM IETCKOM HEBPOJIOTMYECKOM I1aTOJIOTUH, KaK SIAJICTICHSL.

IIpu xnuHudecku pokazaHHoM OMC HeoOXoauMO
YCTaHOBUTD 3TUOJIOTMYECKUI fuarHo3. CTaHAapTOM SIBJISI-
eTcsl TIpoBeAcHUE 00CIeNOBaHMSI, BKIIIOYAIOIIETO B ce0s
OOLIEKJIIMHUYECKUE MccliefoBaHus (TeMorpaMMa, OMoXu-
MWYECKUI aHau3 KpoBU U T.11.), MPT roiosHoro mo3sra,
aJIeKTposHLedaorpammMy. KoMrmiekc ucciaenoBaHuii, Ha-
MpaBJICHHBIN Ha MIOUCK OIMYXOJIM, BKJIIOUYAET B ceOsI TpOBe-
neaue MPT /KT rpynHoii KjieTKu, 111eu, OpIOIITHOM MoJ10C-
TH, Masloro Taza, cunHturpaduu ¢ MUBT, onpenenenue
YPOBHSI MeTaOOJIMTOB KaTeX0JaMUHOB B MOY€, OHKOMap-
KepoB ((peppuTHH, HelipoHCcTIeLIMprIecKast €HOJIa3a, ajlb-
da-deTonpoTenH, XOPUOHUIECKUI TOHATOTPONUH). s
HUCKJIIOUCHUS] MHGhEKIIMOHHON MPUPOABl CUHAPOMA IPO-
BOIUTCS MCCIeNOBaHE KPOBU Ha BUPYCHI (ITOJIMMepa3Hast
LIeTTHasl peakiiysi BUPYCOB repIieca 6-ro Tvia, DITeitHa—
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Bapp, uutomeranoBupyca u ap.). BaxkxHbIM sBIIsIeTCS IIpoO-
BEICHUE MHUIIMATbHOTO UCCIISTOBAHMS KPOBU U JIUKBOPA
METOJIOM MPOTOYHOI IUTOMETPUU Ha KojudecTBo CD20
u CD19 mumdonuros. Takke 3To HEOOXOIMMO IS TTOC-
JIEAYIOIICH OLICHKU AMHAMMKHM 3a00JIeBaHUS U KOHTPOJIS
Teparuu.

Tepanus

VYuuteiBasg UMMYHHBIH XapakTep pa3zsutuss OMC, oc-
HOBOII Tepaluu SBJIsIeTCS MPUMEHEHUE UMMYHOCYIIpec-
CHBHBIX IIperaparoB. «30J0ThIM CTaHIAPTOM» SIBJISICTCS
HCITOJIb30BaHUE TJIIOKOKOPTUKOCTEPOUIOB MJIM alpeHO-
KOPTHKOTPOITHOTO TopMOHa. Bo3aMoxkeH TiepopasibHbIi IpueM
CTaHIAPTHBIX 103 UM BHYTPUBEHHOE BBEICHNE BHICOKUX
1103 (TaK Ha3bIBaeMasi «I1yJIbC-TePaIusi») TIIIOKOKOPTUKO-
cTtepounoB. B HacTosiiiee BpeMs He MoKa3aHo MpeuMylie-
CTBa MEXIY IIIOKOKOPTUKOCTEPOUIAMU U alpeHOKOPTH -
KOTPOMHBIM TopMoHOM B jieueHuu OMC [49, 50]. Beumy
0OJIBIIION YaCTOTHI PA3BUTHS PELIMAMBOB IIPYU OTMEHE Trop-
MOHAJIbHOM Tepanuu JJINTEIbHOCTh €€ MOXET COCTaBJISITh
HECKOJIBKO JIET C BBICOKOI BEPOSITHOCTHIO Pa3BUTHS T10-
00UYHBIX 3P (PEKTOB (TUNIEPTOHUU, OXKUPEHUSI, OCTEOIIOPO3a
uT.na.) [34, 39].

HeynosneTBopuTeabHbIE pe3yabTaThl JICYCHUS, BO3-
BpaT CUMITOMOB I10CJIe OTMEHBI TOPMOHAJILHOM Tepanuu,
HaJIMuue BBIPAXXCHHBIX MOOOYHBIX 3(GHEKTOB IPUBEIU
K BKJIIOUEHHIO B CXEMBI JICUCHUSI IPYTUX UMMYHOCYIIpec-
CHUBHBIX ITpEIIapaToB.

BBMUI B repanuun OMC npuMeHSII0TCSI CaMOCTOSITE Tb-
HO WM B COYETAaHUU cO cTepougamu. B psme paboT ObLT
OTMEYEH HEBPOJOTMYECKUI OTBET Ha TEparuio IOCIe
BBMUI [51, 52]. Takske ObLIO ITOKA3aHO YIydllleHUEe HEBPO-
JIOTUYECKOI CUMIITOMATUKM TIpY T00AaBICHUH K CTaHIapT-
HOI1 Tepany KOpTUKOcTeporgaMu Iukiopochamuia [53].

B Hacrosiee BpeMsi B pa3HBIX CTpaHax HET €IMHOIO
nonxoaa kK tepantui OMC. B EBporie ucronb3yercst CTyTeH-
yaTas Teparnusl ¢ ToIIaroBoil MTHTeHCU(UKALUe IeYeHUS,
HauyMHas ¢ MyJIbC-TepariuM IeKcaMeTa30HOM U 100aBICHHS
ukinogochamuaa u puTykcumaoa y rmaiMeHTOB ¢ HeAocTa-
TOYHO BBIPaXKEHHBIM HEBPOJIOTMYECKIM OTBETOM [54].

Hetckoii onkomornueckoi rpymnmoii (Children’s Onco-
logy Group, COG) B CIIIA npoBoauTcsa paHIOMU3UPO-
BaHHOe uccienoBanue 111 da3pl, 0CHOBHOI 11€/1bI0 KOTO-
poro sBisieTcst onpenenacHue ponu BBUT B neuenun OMC
y nanueHToB ¢ HB. ITpoTokon BkiItouaeT B cebsl MCTIONb-
30BaHKE MPETHU30I0HA U LMKIIo(ochamuaa ¢ uim 6e3 1o-
o6aBnenust BBUT [55].

Jpyrass amepuKaHCKasl Tpylna I0J PYKOBOACTBOM
M. Pranzatelli onipenenuiia poib aKTUBUPOBAHHBIX B-1M-
(GOLMTOB B LIepeOPOCHMHAIBHON KUIKOCTU TallMEHTOB
¢ ugnonatnyeckumM OMC mnu B csi3u ¢ HB [56]. JanHbie
pe3yJIbTaThl SIBUIKCh 00OCHOBAaHKMEM 1I€JIeCO00Pa3HOCTH
MPUMEHEHUS B TOIMOJTHEHUE K aApeHOKOPTUKOTPOITHOMY
ropmony u BBUT antu-CD20 moHoknoHanbHbIX AT (pu-
TyKCHUMao).
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B Hacrosiiee BpeMst TakKe MPOBOISTCS KIMHUYECKIE
ucnbitTanust 11111 ¢a3sl yenoseueckoro antu-CD20 mo-
HokyoHanmbHOro AT Ofatumumab, KOoTopoe MOXET HC-
II0JIb30BaThCsl Y TALUEHTOB C aJUICPrMYSCKUMU PeakKIIMSIMU
Ha puTyKcumao [35].

Ecau yacTtu maiieHTOB MOXKET IMOTPeOOBaThCS arpec-
CHUBHas U JUIUTE/IbHAS Tepamus, TO y IPYTUX JIeTeil OTBET
MOXET OBITb ITOJIy4eH MPU UCIIOJIb30BAHUM MOHOTEPAIIUH.
[ToaToMy BBIOOD JIeueOHOM TaKTUKU JOJKEH OBITh 000C-
HOBaH M HaIlpaBJIeH Ha IOCTWKEHUE KJIMHUYECKOIo He-
BPOJIOTMYECKOTO YIy4YIlIEHUS] B COYETAHMM C ITOIBITKOM
MMHUMM3UPOBATh TOO0YHBIE 3(DGhEKTHI OT MTPOBOAUMOIO
JiedyeHus1. Y Bcerma 2To HOKHO OBITh COYETaHUE JIeKapC-
TBEHHOM Tepanuy C APYTUMU METOIaMU JICUeHUsI, TAKUMU
Kak ¢usnorepanus, JedyeoHas (PU3KyIbTypa, JOroneaus,
MICUXOTepanus U UHIUBUIYaTIbHOE O0yYeHHUE.

NMporxo3

DyYHKIIMOHAIbHOE 3HAYCHUE MO3XEYKa BBIXOIUT 3a
Mpeaebl PeryJupoBaHUsl KOOPAMHALIUM IBUKEHUIN, OH
MPSIMO WA OTIOCPEIOBAHHO BIMSIET Ha CUCTEMY BOCIIPH-
SITUSI U APYTUE BbICIIME TMcuxuyeckue dhyHKiuu. B mer-
CKOM BO3pacTe Mpy MaKCUMaJIbHO aKTMBHO 00yYalomiei
(GYHKIIMKM MO3XeuKa ero KOOpANHUpPYIole 1 0anaHCH-
pyloiye GyHKUINY elle He chOpMUPOBaHBI, OTYACTH TT0-
3TOMY IIpU ero natogoruu (Kak, Hanpumep, OMC, aHo-
MaJIMU Pa3BUTHSI) Y JIeTell OTMeUaroTcs 0oJiee 3aMETHbBIE
CEHCOPHBIC U TICUXUYEeCKUe (DeHOMEHBI, B TOM YHUCJIE KOT-
HUTWBHBIC HapyIIeHUs, 110 CPAaBHEHMIO CO 3HAUUTEIbHO
MEHee BBIPaKEHHBIMM U TOCTOSIHHBIMM HapyIICHUSIMU
KOOpAMHAIIMU IBWXKEeHU [57]. B cBSI3U ¢ 3TUM, B OTJIMUME
ot ucxoga Hb, accounnponantoit c OMC, ncxon camoro
MapaHeoIIacCTUIECKOro CMHApoMa HeoaronpusaTHeiit. Ot 70
10 90 % neteii UMEIOT CTOMKYIO MHBAJIUIHOCTD, IIABHBIM
00pa3oM 3a cYeT KOTHUTUBHBIX HAapyILIEHUH, aTaKCUH, pac-
CTPOMCTB ITOBEICHUS Y HAPYILIECHUMN 2KCIIPECCUBHOMN U pe-
LIETITUBHOM peun, Tpemopa. Pexe HabmonaioTcs cTpadbusm,
00CcecCMBHO-KOMITYJIbCUBHBIE paccTpoiicTBa [58]. bonb-
LIOM ITPOLICHT IE€TEM CTPAIAET PacCTPOMCTBAMU CHA, BKIIIO-
yas 6eCCOHHUIIY M HOUHbIC MpoOykaeHus. [ToBeaeHyeckue
Mpo0JieMbI BKJIIOYAIOT AETPEeCcCrIo, AeUIIUT BHUMAHMS,

1. Kinsbourn M. Myoclonic encephalopathy
of Infants. J Neurol Neurosurg Psychiatr
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syndrome/opsoclonus-myoclonus syndrome
in the UK. Eur J Paediatr Neurol

TUIIePaKTUBHOCTD, aTaKU SIPOCTU U arpeccuu. [1pu onpoce
poauTeneit o caMoit 3HAUUTETbHOI MpobieMe Ha UX B3TJISA
OOJILIIIMHCTBO OTBETUJIO (B TTOPsAKE YOBIBAaHUS 3HAYMMO-
CTH) TaK — aTaKCHsl, HapyIllIeHre peuu, IIPoOIeMBbI C TTOBe-
JIEeHUEM, TIpo0JIeMbl B IOHUMaHWHY yeTHoM peud [13]. Cymmum-
Pys1 Bce BhIIeCKa3aHHOE, OOJIBIIMHCTBO MalueHToB ¢ OMC
HMMEIOT Cepbe3HbIe HEBPOJIOTMYECKUE TIPOOJIEMBI B OyIyILIEM,
HECMOTpSI Ha IIPOBOAMMBIE COBPEMEHHbBIEC CXEMBbI TepaITUH.
Bce oHu HyXHaloTCs B peaOUIUTAlIMOHHBIX MEPOITPUSITHU -
X, CTIeUaTU3UPOBAaHHOM O0YYEHUU B JaJIbHEHUIIIEM.

BbiBofbl

CymMupy$s Bce BhIIecKa3zaHHoe, nmamueHTel ¢ OMC
cKopee OyayT 3aMe4eHbI BpauoM 13-3a HEBPOJIOTMYEeCKOM
CUMITOMATUKM, a HE M3-33a KIMHUYCCKMX MPOSBICHUIA
onyxonu (HB). OgHako DOMKHBI OBITH TPUMEHEHBI BCE
yKa3aHHBIC IMAaTHOCTUYECKME MEPOIIPUSITHSI 1JIs1 BBISIBJIC -
HUS IPUUMHBI 3a0oyieBaHus (omyxonu). M3-3a peakoctn
3TOro CMHIPOMA MYJIBTUIUCHMUILUIMHAPHOE U MEXIYHAPOI -
HOE COTPYAHUYECTBO OYIET OYCHB ITOJIE3HO [UISl CTaHAap-
TU3ALU TUaTHOCTUKY M JICUCHUSI M HAIIPaBJICHO Ha YIyd-
LIEHKE HEBPOJIOTMYECKOTO OTBETa M KayecTBa KU3HU
JTaHHOI KaTeropuu OOJIbHBIX.

B xoHIIe Hallleil cTaTby MbI BHIHOCUM Ha 00CYKIeHHUE
HECKOJIbKO BOIIPOCOB, KOTOPBIE MOTYT BbI3BaTh TUCKYCCHUIO
Ha CTpaHMIIaX HaIllero XypHaja. Bo3aM0OXHO, KTO-TO 3aX0-
YeT MOJCIUTHCS CBOMM OIIBITOM B BEICHMM OOJBHBIX
¢ OMC u Hb unu onncanmeM KIMHUYECKUX CTyYaeB 3TO-
ro peakoro cuHapoMa (ta6iu. 3). CoBMecTHast paboTa He-
00xoIMa HaM 11 OObeIMHEHMS YCUIIMIA, HAaIIPaBJICHHBIX
Ha uzydyeHue u jedeHue OMC u apyrux [THII, u coznanust
MYJIBTULICHTPOBOI TPYIIIHI 110 BeAeHUI0 001bHbIX ¢ OMC
u Hb.

Ta6muua 3. Bonpocwl 045 06cyncoerus
Krto HabmonaeT v mpoBoaurt JieueHue pedbeHka c OMC u HB?
[Mpotokomn eueHuss OMC
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