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YCAOBHBIE COKPAIITIEHMI

AD — ayTouMMyHHBII 3HLIedaTuT
ADII — aHTM3NUNIENTAYECKUH ITpernapar
ADT — aHTMBNUNIENTAYECKas Tepanus
BDA — 6uosneKTpuveckast akTHBHOCTD
OMD — nucnmactiyeckas MeransHiedanus
K]l — KkeroreHHas fuera
MPT — MarHUTHO-Pe30HaHCHAs ToMorpadust
OIDM — oCTpBIii IMICCEMUHUPOBAHHBIN SHIIEATOMUETUT
DT — MO3UTPOHHO-3MUCCUOHHAS TOMOTpaus
PC — paccesHHBI} CKIIEpO3
POC — pedpakTepHbIii SNUTENTHYECKHI CTATYC
CMX — cIIMHHOMO3roBas XUAKOCTb
®KJ — dokanbpHAsA KOPKOBas AUCIIIA3UA
®PD — ¢dapmakope3uCTeHTHAS SMUTETICHS
IIHC — peHTpajibHasA HepBHAs CUCTEMa
DA — snunentrdopMHasi aKTUBHOCTb
OIl — snuenTuyecKye IpUCTYIIbI
OP — sHuedamur PacmycceHa
OC — snuienTU4ecKuii craTyc
D3I — anexTposHuedpanorpadpus
NORSE — New-onset refractory status epilepticus (kpunToreHHsli ped-
PaKTepHBII SNUIeNTHYeCKUH CTaTyC)
VNS-
teparsi — (Vagus nerve stimulation) cTumyssinus BarycHOTO HepBa



BBEAEHUE

Qapmaxopesucmenmnas  snunencus  (PPD)  (Drug-Resistant
Epilepsy) — HEBO3MOXXHOCTb ZOCTHXEHUSI CTOMKOM PEMHCCHU MO 3IH-
JIeNTUYeCKUM IIPUCTYIaM IpY PUMeHEeHUU [IBYX XOPOIIO [TepeHOCUMBIX
AHTUAMWIENTHYeCKUX TpenapaToB (ADII) ¥ MpaBUJIbHO BBIOPAHHBIX
PeXVMOB MX IPUMEHEeHUs B peXXrMe MOHO- WUJM NOJUTEPanuu B Tede-
Hue 12 mec. Jlnss OPD xapakTepHbl: 1) BbIpaKeHHAs TSHKECThb U OOJIbIIAST
9acTora smwlenTrieckux mnpuctynos (BII); 2) dopmupoBaHue HeBpO-
JIOTUYeCKUX Y ICUXUYeCKUX HapyIleHWH B CTPYKType SHMUJIeNTHYecKOn
sHUedanonatiy; 3) 1moOOYHbIe [eCTBUS MpenapaToB He MOAAAOTCS
YZIOBJIETBOPUTENILHON KOPPEKIUH U HelpueMyeMbl A OGOJbHOro u/
WIM ero OJM3KUX, a COBPeMEHHasi a/ieKBaTHAsl Tepamusi He IO03BOJISET
ZOCTUYb MOJHOTO KOHTPOA Haj DIl nian Takoil KOHTPOJb AOCTUrAeTCs
<«IIeHO» yXy/IlleH!sI KauecTBa )XKU3HU. 1I3BeCTHO ellie OZIHO ompe/iesieHne
@®PD — oTcyTCTBME KOHTPOJIA B IBYX NMOMBITKaX MOHOTEPANMU U OHOTO
nobaBouHoro ADII (monuTepanuu), ABIAMUXCS 6a30BbIMH /IS JAHHO-
O BA/Ia IPUCTYIIOB B TedeHue 12 mec.

OnmcaHbl paHHUE MPeJUKTOPBl pa3BUTUA (apMaKOPe3UCTEHTHO-
CTH BJI€YeHWU 3MUJIENICUU: CUMITOMAaTH4yecKas 3THUOJIOTUs SIUJIeNICUN
(CTpyKTypHBIe OBPeXeH! FOJI0OBHOTO MO3Ta); BbICOKAs 4acToTa IIpU-
CTYIOB Ilepe]] HayaJIoOM JiedyeHusl; Iporpeccupyollee yxylleHue HeBpo-
JIOTUYeCKOM CUMIITOMATUKH Ilepe]] HauyaJloM IPUCTYIIOB; MHOXeCTBEeHHbIe
THIIBI IPHUCTYIIOB; CAMITOMATHYecKasH SMUIeNTHYecKas SHIedaIonaTus;
BO3pacT fiebtoTa 10 1 roja (HeoHaTaJbHBIE CyZOPOTH); AMIJIENCHS C He-
BO3MOXHOCTBIO OIlpeziesieHrs1 pOKaJIbHOTO MY TeHepaln30BaHHOTO Xa-
paxTepa MPUCTYIOB U JIP.

Cmamucmuxa. 9acrora @PD y neteil, 1o AaHHBIM JUTEPaTyphl, CO-
craByisger 30—36 %. B uccienoanuu E. P. Yildiz [et al.] mokazano pac-
npenenenue npudnH OPO y nereii B Bo3pacte 1 10 24 Mec.: CTPYKTYpHbIe
M3MeHeHHs TOJIOBHOTO Mo3ra (24 %), reHerndeckue GpOpMbI 3MUIENCUI
(12,7 %), napymenue oomena BemectB (11,7 %), HeiipouHdexuus (Te-
KyIlas WIu nocnefctsus — 3,5 %), B 45 % ciayyaeB NpUYMHA OCTaIach
HEeN3BeCTHON.

ITamozenes @PH. BpoxeHHble MaibpoOpMaL[i MO3ra, THUIEPTep-
MUs1, BOCHAJIUTEIbHbIE U MeTaboIn4ecKye 1epebpanbHble pacCTpPONCTBA
MOTYT NPUBOJUTDH K Pa3pyLIeHUIO WM HeaneKBaTHON (QyHKIWHU IpoMe-
’KYTOYHBIX HEHPOHOB, YTO CIIOCOOCTBYET MOSIBJIEHUIO MOCTOSIHHOM 3aJi-
NIOBO¥ 3MMJIENITUYeCKO! aKTMBHOCTU. PaccorimacoBaHue MexaHu3Ma CO-
3peBaHMsA CrOCOOCTBYeT (pOPMUPOBAHUIO PA3PYIIUTENILHBIX (POPM SMU-
nencuu y fieteit. K ongHoil u3 runores passuruss ®PD oTHOCUTCA «TpaHC-
HOpTHAas» — HapyleHne (QYHKUMOHUPOBAHUS TPAHCIOPTHBIX CHCTEM,
obecreunBaroIINX epeHoc, BcachbiBaHue U BbiBezieHne ADIT uepe3 CTeHKY
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KUIIEYHUKA U UX TePeHOC 4Yepe3 reMaTosHIedannyeckuii 6apwep. Tak,
P-rikonporens (Kopupyercs reHom MDR1) riMeeT HanOOIbIIYIO TIPeJ-
CTaBJIEHHOCTb B KMIIEYHMKE, TTeYeHH, MOYKax U reMaTosHIedannieckom
Gapbepe. BbicKa3aHO IpeNonoXeHue, 4YTo OeKU-TIepeHOCYUKY HelTpa-
nu3yioT ADII, 9TO 0OYC/IOBIUBAET CHU)KEHHME WM He4yBCTBUTENBHOCTh
607bHBIX K ADIL.

BaxxubiMu npozrocmuzeckumu kpumepuamu @PD ABnA0TCA pas-
BUTHeE HapyLIeHNs / perpecc ICUXOMOTOPHOTO Pa3BUTHSA, Pa3BUTHE MYyJIb-
TUQOKAIBHBIX 3MMIeNTUPOPMHBIX [IPUCTYIIOB U yKa3aHKEe Ha CTaTyCHOEe
TedeHMe 3a00JIeBaHNUA.



1. KAACCVMPUKALL ST
DOAPMAKOPE3SUCTEHTHOCTU
IIPU DIIMAEIICUN

A. Budot papmarope3ucmenmnocmu npu nuniencuu

1. OTHOCHTeNbHASL PE3UCTEeHTHOCTH (TICEeBIOPE3UCTEHTHOCTb) — 00-
yCJIOBJIeHA HeTpaBWJIbHBIM BhIOOpOM ADII, HapyleHHeM pexxuma jede-
HUS, HeGJIarONPUATHBIMY COLIMATbHO-IICUXOIOTHYeCKUME GaKTOPaMHL.

2. YcnoBHasA pe3uCTeHTHOCTb — CJIydau, KOTZia IpUMeHeHMe JIBYX OC-
HOBHBIX MpenapaToB MepBOro BbIOOpA /Ui AAHHOK (GOPMBI AMHUIIENICHU
B MOHO- WJIM GHUTepanuy He OKa3blBaeT CYI[eCTBEHHOIO BJIMSHUSA HA 4a-
CTOTY U TSDKeCTb MPUNa/KOB (TpaHuIa HeKypabelbHOCTH — 4 MpUIajKa
u 6oJiee B MeCI).

3. A6conoTHasi (MCTMHHAS) Pe3UCTEHTHOCTb — JI0Oble KOMOMHALIUK
TpernapaToB, BKJII0Yas HOBENIINe, B I03UPOBKAX, 00eCreYrBaOIIX MaK-
CUMAJIbHYI0 TepaneBTUYEeCKYI0 KOHLEHTpAaLUI0 B Ina3Me (OLleHeHHYIO
OUOXUMUYECKUM METOZIOM), OKa3bIBAIOTCS Hed(D(PEeKTUBHBIMHL.

4. OrpunaresbHas Pe3UCTEHTHOCTb (MHTOJI€PAaHTHOCTb) — BBIPA)KEH-
HOCTb OOOYHBIX 3¢ )eKTOB NpeBbIIaeT OCHOBHOE IPOTHBOAHIIENTHYE-
CKOe JIefiCTBUe ¥ KaK Pe3y/bTaT — HecloCOOHOCTb 0OUThCS TepareBTH-
4ecKoro agdekra.

5. BpemenHas pe3ucreHTHOCTb (Berg A. T., 2004).

«MBbI He Bcer/ia ZIOJDKHBI CPAXKATHCA C AMUJIENICUel, MHOT/a TpebyeTcs
noroBapuBarbcs ¢ Heill» (MyxuH K. 1O., 2013).

b. @apmaxopesucmenmnocmo 3NUNENCUU 6 3A6UCUMOCIIU OM
npuTuHsl

1. DnunenTuyeckue 3HNedanoNaTHN HEOHATATILHOT'O BO3pacTa
¥ MJIafieH4YecTBa:

e PaHHAS MUOKJIOHMYecKas sHLedatonaTys, paHHAA HHPaHTUIbHAS
sHIedanonatus ¢ GeHOMEHOM «BCIIbIIIKA — IT0/jaBjieHnes Ha DOT
(cunppom Otaxapa);

e TSDKeNasl SIWJIENCHUs C He3aBUCUMBIMU (OKAIBHBIMU ClIAaiKaMy
(SE-MISF, Markand — Blume-Ohtahara cunzgpom, Ohtahara II
CUH/IPOM);

e 3JI0KaUeCcTBeHHble MUIPHUPYIOIIYe NapluajbHble CYJOPOTH MJa-
nenvectsa (Coppola-Dulac syndrome);

e cuHApOM Becra;

* TSDKeJIasi MUOKJIOHUYeCKas SIUJIeNICUs MafieH4ecTBa — CUHAPOM
Hpase.

2. DnunenTuyeckue sHnedanonaTuy AeTCTBA:

 cunzipoM JlenHokca — Tacto;

e niceBio JleHHokca — lacTo cuH7ApoM (aTUNUYHbIe MapluajbHbIe
MIPUCTYTIBI IETCTBA);



33.

34.

35.

36.

37.

38.

39.

40.
41.
42.

43.

44,

45.

Outteryck O., Baille G., Hodel J. |et al.]. Extensive myelitis associated with anti-
NMDA receptor // BMC Neurol. — 2013. — 13 : 211.

Roulet-Perez E., Davidoff V., Mayor-Dubois C. [et al.]. Impact of severe
epilepsy on development: recovery potential after successful early epilepsy
surgery // Epilepsia. — 2010. — 51(7) : 1266—1276.

Sakuma H., Awaya Y., Shiomi M. Acute encephalitis with refractory, repetitive
partial seizures (AERRPS): a peculiar form of childhood encephalitis // Acta
Neurol Scand. — 2010. — 121(4) : 251—-256.

Schébitz W. R., Rogalewski A., Hagemeister C. [et al.]. VZV brainstem encephalitis
triggers NMDA receptor immunoreaction // Neurology. — 2014. — 83(24) :
2309—2311.

Schramm J., Kuczaty S., Sassen R., Elger C. E., von Lehe M. Pediatric functional
hemispherectomy: outcome in 92 patients // Acta Neurochir (Wien). — 2012. —
154(11): 2017—2028.

SoE. L., Lee R. W. Epilepsy surgery in MRI-negative epilepsies // Curr Opin
Neurol. — 2014. — 27(2) : 206—212.

Specchio N., Claps D., Vigevano F. [et al.]. Refractory focal epilepsy following acute
encephalopathy with inflammation mediated status epilepticus // Seizure. —
2011. — 20(10) : 824—825.

Specchio N., Fusco L., Claps D. [et al.]. Epileptic encephalopathy in children
possibly related to immune-mediated // Brain Dev. — 2010. — 32(1) : 51—56.
Steinbok P., Gan P. Y., Connolly M. B. [et al.]. Epilepsy surgery in the first 3 years
of life: a Canadian survey // Epilepsia. — 2009. — 50(6) : 1442—1449.

TenneyJ. R.,  Schapiro M. B. Child neurology: hemiconvulsion-hemiplegia-
epilepsy syndrome // Neurology. — 2012. — 79(1) : 1—4.

Varadkar S., Bien C. G., Kruse C. A. Rasmussen’s encephalitis: clinical features,
pathobiology, and treatment advances // Lancet Neurol. — 2014. — 13(2) :
195—205.

WangY., Zhang W., YinJ. [et al.]. Anti-N-methyl-d-aspartate receptor encephalitis
in children of Central South China: Clinical features, treatment, influencing
factors, and outcomes // J Neuroimmunol. — 2017. — 15: 59—65.

Yamazaki S., Ikeno K., Abe T. [et al.]. Hemiconvulsion-hemiplegia-epilepsy
syndrome associated with CACNA1A S218L mutation // Pediatr Neurol. —
2011. — 45(3): 193—196.

Ioanucano B nevats 20.01.2020 r. ®opmar 6088 1/, .
ITey. 1. 3,5. Tupax 500 5k3. 3aka3 N2
000 «M3zpatennctso ,CenInur*>.

190103, Canxr-Ilerep6ypr, 10-s KpacHoapmeiickast yi., 15—17, murep B, mom. 231
Ten./daxc: (812) 495-38-94, 495-36-12
http://www.speclit.su
Otneuarano B tunorpaduu «L-PRINT»,

192007, Caukr-Ilerep6ypr, JIuroBckuii mp., 201, nut. A, mom. 3H



