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 ONCOKNMOHYC

 MnoknoHyc / atakcus

 HapyLwieHne noBegeHUsa U / nnun HapyLweHue
CHa

 HB



LLIkana oueHKkKn aBuratenbHou GyHKLUU Npu
ONCOKNOHYC-MUOKNOHYC cuHAapome (Pranzatelli
MR, 2002)

* 0- HOpMma
e 1-12 6annos — | cteneHb TAXKECTU
* 13-24 6annos - Il cTeneHb TAXECTU

* 25-36 6annos - lll creneHb TAXKECTU




* [losa
0 - yaepxusaeT pasHoBecHUe CTOA U CMAA B COOTBETCTBUM C BO3PACTOM

1 - Nérkue HapyleHUa paBHOBECUA CTOA (OTHOCUTENbHO BO3PACTHbIX HOPM), CAErka WUpPOKO
PaccTaBNeHble HOry

2 - HEBO3MOXHOCTb CTOATb 6€3 NoAAePKKM, HO CHAETL 6e3 NoAAEPKKM MOXKET
3 - HEBO3MOXHOCTb CHAETb 63 ONOPbI Ha PYKU MAWN UHOW NOAAEPIKKM

* [loxoaka
0 - cooTBeTCTBYET BO3pPACTY

1 - cnerka WKUPOKO ANA CBOEro Bo3pacrta pacCTaBNAeT HOMrM npu XOAbﬁe, HO cnocobeH XOAUTb B
nomMeweHun U Ha yamue CaMOCTOATENbHO.

2 - XOAMUT NPEUMYLLECTBEHHO UNKM UCKNKOMUTENBHO C NOALEPIKKONU APYroro YeN0BeKa UAKU CneLmnanbHoro
obopyaosaHus

3 - He cnocobeH XoAuTb Aaxe C NOAAEPKKOMU APYroro Yenosexka unu obopyaosaHus

*  QyHKUMA PYK U KUCTeH
0 - cooTBeTCTBYET BO3PACTY
1 - cnabbii HevacTbiM Tpemop uam noaéprusanne 6e3 HapyweHua GpyHKUUM

2 - TOHKME MOTOPHbIE QYHKLMM (3aXBaT NUHLETOM MaNeHbKUX NPeAMETOB, UCNONb30BaHWE KapaHaalia)
NOCTOAHHO HapyLeHbl OTHOCUTENbHO BO3PAacTHOW HOPMbI, HO MEHee TOYHbIE MaHUNYAALUK (Urpa
KPYMHbIMK UrpYLIKaMK, ea1a, 0AeBaHKe) BbINONHAIOTCA HOPMAAbHO MAKU NOYTU HOPMANbHO.

3 - 6onblme 3aTpyAHEHUA NPU BCeX MaHUNYNAUUAX, CBOMCTBEHHbIX AaHHOMY BO3pacTy.



*  OncoknoHyc

0 - Her

1 - peaKo UM TONbKO NPU U3MEHEHWUN TOYKM PUKCaLmMu

2 - YacTbli, 4acTO NPENATCTBYIOWMN GUKCALUM UK CMEHE NONOXKEHMA B30pa

3 - NOCTOAHHHDIM, HENPEPbIBHO NPENATCTBYIOWMA GUKCALMN UK CMEHE NONOXKEHMUA B3Opa

* loeepeHne/HacTpoeHue
0 - HopManbHble

1 - HeBonblWOe yBENNYEHUE PA3APAKMTENBHOCTH, HO KOHTPOAUPYEMOE U/WUAN NETKUE HAPYLIEHNA CHa,
HO NerKo KOpPPEKTUpYyeMble

2 - Pa3APAXUTENbHOCTb U HapyLWeHNe CHa, CYLLECTBEHHO MelatoLue Xu3HN pebeHka u cembMm.
3 - NOCTOAHHOE TANENOE PACcCTPOUCTBO.



INIunarHoctuka Hb

lar 1
* Y3 wewn, opraHoB 6pOLLIHOM NOMIOCTW, Manoro Tasa
» PeHTreHorpadomusa opraHoB rpy4HOW KIeTKu
» OnpeneneHne B CbIBOPOTKE YPOBHSA OHKOMapKepoB (NSE, doepputuHa, J14IN)
» OnpeneneHne MeTabonMToB KaTeEXoaMnUHOB

Lar 2
KT/MPT ¢ BHyTpMBEHHbBIM KOHTpPACTUpOBaHNEM

Lar 3
[lepecmoTp pesynbTaTtoB BM3yarim3aunoHHbIX NCCedoBaHNN B LIEHTPAX,
cheunanuanpyrowmnxcs Ha nedeHmn nauneHtTos ¢ OMC

Llar 4
[pu BbISIBNEHMN 0Dpa3oBaHus, nogo3putenbHoro Ha Hb — npoBeaeHue cumHTUrpadum ¢

MBI

KoHTposnbHOE 0bcriegoBaHME Ha NPOTSXXEHUN 2 NeT (KaXXable 6
MecsdllenR)
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| OcTpble atakcun (MHPEKUMOHHBIE,
nocTBaKUMHasbHble, AEMUENUHNINPYIOLLINE,
MHTOKCUKaLnn, MmeTabonnyeckne, CocyaucTble,
TpaBMaTU4ecKue)

| lebtoT peunanBnpyoLLInX atakCun

| OcTpast ceHCUTUBHaA aTakcus

| CTPYKTYpPHbIE NOBPEXAEeHNA MO3Xe4ykKa

| OcTpoe napokcmamarnbHOE rofmIoBOKPYXXEHME
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Heupobriacmoma marnoz2o masa, 2 cmaous ro INSS, omcymcemeue amrinugukauyuu 2eHa
MYCN, epyrina HabrrodeHus 8 paMKax ripomokorsia NB-2004. CUHOPOM OrCOKIT0HYC-
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Cnuncok nutepartypsl

* OcOB6EHHOCTN HENPOTEHHLIX OMYX0sien y NaUuNEHTOB C CUHAPOMOM OIMCOKITOHYC-
muoknonyc .10. KauwaHos, T.B. lamaHckas, E.C. nbuHa, I'.B. TepelieHko

* CNHOPOM OMCOKIOHYC-MUOKIOHYC N Henpobnactoma (063o0p nutepatypsl) 4.
HO. KavaHos, T. B. WamaHckas, O. b. Manesuy, C. P. Bapdonomeea

« CnHgpom orncoknoHyca—muokronyca H.A. WHanaep, E.A. KaHtumunposa, B.A.
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* https://rarediseases.org/rare-diseases/opsoclonus-myoclonus-syndrome/

* https://www.orpha.net/consor/cgi-bin/OC_Exp.php?Lng=GB&Expert=1183

http://www.1med.tv/archive/avtorskie-programmy/tsikl-peredach-vedushchie-kliniki-r
ossii-tema-sindrom-opsoklonusmioklonus-naibolee-chastyy-paraneopl.html



A3yyeHne 6enkoB NnMKBopa No3BOSSIET OLEHUTb COCTOAHME remMaTto-
9HUedanunyeckoro bapbepa. MHgMkaTopom Ang aTUX Lenen MoOXeT Cy>XUTb
anbbyMMH NpU YCNOBUK, YTO €0 YPOBEHDb B JIMKBOPE ONpeaensieTcs
NMMYHOXUMUYECKUMU MeTogaMun. Onpeagenenne anbsbymmHa NpoBOAUTCS B CBSA3U C
TEM, YTO OH, ABMSAACH OENKOM KPOBU, HE CUHTE3NPYETCS MECTHO U MO3TOMY MOXET
ABNATLCA “MapKEPOM” UMMYHOINOOYNNMHOB, MPOHMKLLNX N3 KPOBOTOKA BCNeacTBUe
HapyLeHHOM npoHnuaemMocTu bapbepoB. OgHOBpeMeEHHOE onpeaeneHne ansoymmHa
B CbIBOPOTKE (nnasme) kposu n CMXX no3BonsieT BbIMUCNUTL aribOYyMUHOBLIW MHOEKC:

AnbOYMUH /1

AnbOYMWHOBLIA MHOEKC =

ancOyMUH _ 1/n

Cuie

[1py MHTAKTHOM remaTto-aHuedanmnyeckom bapbepe 3TOT MHOEKC MEHEE 9,
Npu ero yMepeHHoM noBpeXxaeHuun - 9-14, npu sameTHoM — 14-30, npu
TshKenom nospexaeHunn - 30-100, a yBenundeHune doree 100 yka3blBaeT Ha
NosIHoE rnopakeHue bapbepa.



NATIONAL

' ' PEDIATRIC
Immunizations MYERIATRIC

CENTER
1) Once your child has been diagnosed with opsoclonus-myoclonus sydrome (OMS), it

is important to stop any further immunizations.

2) Immunization can make OMS worse.

3) In a child with frequent relapses, we may defer immunizations beyond two years on
a case by case basis.

4) Immunizations tend to stimulate the immune system. In OMS, the immune system is
already overactive and needs to be suppressed, not further stressed.

5) Although pertussis immunization is now available in an acellular form (DTaP), which
causes less cross-reactivity, we don't recommend giving children with OMS any
pertussis-containing preparation.

6) No immunizations should be given during treatment with immunological drugs, such
as prednisolone, dexamethasone, ACTH, azathioprine.

7) If your child has direct exposure to chicken pox, we recommend giving VZIG
(varicella-zoster immune globulin), as getting chicken pox carries more risk than being
immunized.

8) IVIG probably does not interfere with immunizations, but little information is
available on this point.




Medications to be Avoided in Children ~ PEDIATRIC
with Opsoclonus-Myoclonus MYOCLONUS

All Narcotics: Demerol, Morphine, Codeine, Fentanyl,
Dilaudid

Sedatives/Tranquilizers: Chloral hydrate, Nembutal,
Benadryl, Haldol, Thorazine

*WARNING: If your child is on ACTH or steroids
(prednisone, methylprednisolone): Do not give
over-the-counter cold remedies. Anything containing
pseudoephedrine or antihistamines can raise blood
pressure and cause a hypertensive crisis.



Cmadusn 1
JIOKaM30BaHHAs ONyX0ib, OrpaHUYCHHAA 30HOH MNPOUCXOXKIE-
HUS, NONHOCTBIO MCCEKACTCH ¢ ocTamieHueM (uau 06¢3 ocrapie-
HHM5I) MHKPOCKOMHYECCKHM BBIABIACMON ONYXOAM; OnpeacnsieMbie
HIICH~ W KOHTpaiarepanbHbic AUMPOY3abl MHKPOCKOMUYCCKH HE
NMOPAXEHBI.

Cmadus 24
OAHOCTOPOHHSAS ONYXO/Jb, HCCEYEHHAH HE IOJHOCTBIO; B OI-
PCACSICMbIX HIICH~ H KOHTPANIATEPAIbHBIX Y3/1aX NPHU3HAKOB ONy-
XOAH MMKPOCKONMHYECKH HET.

Cmaodus 2B
OAHOCTOPOHHSA ONYX0JIb, UCCEHEHHAA MOJHOCTBIO MM HE MO~
HOCTBIO; MIICHAATepaibHBIEe JAHMGPOY3IBI TNMOPAXEHbI; KOHTpa-
narepanbHbie AUMQPOY3IB MUKPOCKONMMUYECKH 0€3 NpPHU3HAKOB
ONYXOJIH.

Cmadus 3
Onyxonb HHAUABTPATHBHO MPOPACTACT 34 CPEAHIOK JHHHUIO
¢ BOBACUYEHMEM (MM 0€3 BOBACYEHMSH) PErHOHANLHBIX JHMbO-
Y3/10B; MM OAHOCTOPOHHSSI ONYXO/Ib C BOB/JICYEHHEM KOHTpasa-
TEPANBbHBIX PETHOHAIBHLIX JAMM(DOYIIOB; HAM ONyX0/b, pacno-
JIOKCHHAs! MO CPCAHCH JIMHMM, C ABYCTOPOHHHUM BOBJICUCHHUEM
PErHOHANBHBIX AUMOPOY3NOB.

Cmaoun 4
JAucceMHHaUMsA ONYXOAH B OTAAICHHBIC AUMPOY3abl, KOCTH,
KOCTHBIH MO3I, NeYeHb H/MAM ApPYIrHe Oprambi,

Cmadua 45
Jlokanu3opaHHaA nepeHuHas onyxonb (Kak B craauax | wau 2A)
C AMCCCMMHALMEH, OrpaHHYCHHON NMEYECHBLIO, KOXEH WJIM KOCT-
HBIM MO3rOM.




