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TONOTUM), OPUrMHANBHbIE U 0030PHbIE CTaTb, OCBeLaloL e 0CO6eHHOCTH
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NEencun u TepaneBTMYecKUe NOAXOAbl (AaHTUINUNENTUYECKas NeKapCcTBeH-
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WHOOPMALWNA ONA AB

[Tpn HanpaBneHuw CTaTbit B pefaKumio «Pycckoro XypHana AeTckoii HeBponorm»
aBTOPam HeobX0A4MUMO PyKOBOACTBOBATLCA CNleYHLLMMM NPaBUIAMU.
1. 06wue npaBuna
Mlpn NepBUYHOM HANpaBNeHUM PYKOMUCM B PesaKLmMio B KOMUW 3MEKTPOHHOrO
n1cbMa JOMKHbI ObITb YKa3aHbl BCe aBTOPbI AaHHOM cTaTbin. 06paTHyH (BA3b € pefaKLm-
eli byneT noaaepxuBaTb 0TBETCTBEHHDIIl aBTOP, 0003HAUEHHDIN B CTaTbe (CM. MYHKT 2).
[lpenctaBnenve B peakumo paHee ony6iMKoBaHHbIX CTaTeil He JOMyCKaeTcA.
[lna paccmoTpenma pyKonuck pepakuni Tpebyetca nUcbMeHHoe Cornacue Kax-
Zoro aTopa Ha 06paboTKy 1 pacnpocTpaHeHue NepcoHanbHbIX AaHHbIX B NEYaTHOM
1 unposom Buge. CkaH NOANMCAHHOTO COrNacKa HEOOXOANMO 3arpy3uTb Kak JONONHU-
TeNbHbIA daiin B pasgene «onucaHne» npu nogaue cTatbu. MeyatHblii NOANMCAHHDIN
BApUaHT COrNacua HeobxoAMMo OTNPaBUTL Ha aipec pefaKLymi.
2. 0dopmneHme faHHbIX 0 CTaTbe U aBTOpax
MepBasd cTpaHuULLa JONKHA COfepKaTh:
— Ha3BaHMe CTaTby,
— VHULMANbI M Gamunuu BCex aBTopoB,
— yueHble CTeneHu, 3BaHNA, LOKHOCTH, MeCTo paboTbl Kax0ro U3 aBTOPOB,
a 1akxe ux ORCID (npm Hanuuum),
— NONHOE Ha3BaHMe YUpeXJeHua (yupexaeHuii), B KOTOPOM (KOTOpbIX) Bbl-
noHeHa pabota,
— afipec yupexzeHna (yupexxeHui) C ykasaHuem nHaeKca.
[ocneHAA cTpaHMLa fOMKHA COfEPXaTb CBeieHIA 06 aBTOpe, OTBETCTBEHHOM
3a (BA3b C pefaKLmeit:
— Gamunua, MMa, OTYECTBO NOSHOCTbIO,
— 3aHUMaeMas JOMKHOCTb,
— yyeHas CTeneHb, yueHoe 3BaHue,
— NepcoHanbHblit MexayHapoaHblit uaentudukatop ORCID (noapobHee:
http://orcid.org/),
—nepcoHanbHblil upeHtudukatop B PUHLL (noapobee: http://elibrary.ru/
projects/science_index/author_tutorial. asp),
— KOHTaKTHbIil TenedoH,
— Q/IPeC 3NeKTPOHHOI NOYTHI.
3. 0dopmneHue TeKcTa
(ratbu npuHumatotca B dopmarax doc, docx, rtf.
Lpu¢t — Times New Roman, Kernib 14, MexcTpouHblil uHTepBan 1,5. Bee cTpaHu-
Libl AOMKHbI ObITb NPOHYMEPOBaHbI. TEKCT CTaTbIn HAUMHAETCA CO BTOPOW CTPAHNLbI.
4. 06vem crateit (63 yueTa UNNIOCTPALMIA U CNCKA UTEPaTYpbI)
OpuruHanbHas cratbs — He 6onee 12 ctpaHu (66nbLunii 06bem aonyckaetca
B UHANBUAYANbHOM NMOPAJKE, N0 PELUEHNIO pefaKLmK).
OnucaHue KNNHNYECKNX CyyaeB — He Gonee 8 CTpaHuLL.
0630p nuTepatypbl — He 6onee 20 cTpaHuL,
KpaTkue coo6iieHnsa u nucbma B pefiakLuio — 3 CTpaHuLbl.
5. Pe3iome
Ko Bcem Bugam ctateil Ha 0TAENbHON CTPaHULLE AOMKHO ObITb NPUNOXKEHO pe3to-
Me Ha PYCCKOM U aHTTINIACKOM (0 BO3MOXHOCTH) A3blKax. Pe3tome LOMKHO KpaTKo no-
BTOPATb CTPYKTYPY CTaTby, HE3aBMCUMO OT ee TeMaTUKM.
06bem pestome — He Gonee 2500 3HaKoB, BKNIoUaA npobenbl. Pestome He A0MKHO
COAePXaTb CCHIKN HA MCTOYHMKIN IUTEPATYPbl 1 MAMKOCTPATUBHII MaTepuan.
Ha 370l Xe cTpaHuLe NOMELLATCA KNIoueBble CNOBA Ha PYCCKOM W aHFNIACKOM
(no BO3MOXHOCTH) A3bIKaX B KonuuecTse ot 3 70 10.
6. CtpykTypa cTateii
OpuruHanbHas cTaTba JOMKHA COEpXaTh CleaytoLne pasgenbi:
— BBe/IEHMe,
—enb,
— MaTepuanbl 1 MeTofbl,
— pe3ynbrarbl,
— 06cyxzaeHue,
—3aKntoyeHue (BbIBOAbI),
— KOHQNWKT MHTEPeCoB A1A BCeX aBTOPOB (B CMlyyae ero 0TCyTCTBUA HeobXo-
[AUMO YKa3aTb: «ABTOPbI 3aABNAIOT 06 OTCYTCTBUM KOHPAMKTA UHTEPECOBY),
— 0/06peHIe NPOTOKONA MCCNEA0BAHMA KOMUTETOM M0 6U103TUKE (C yKa3aHu-
€M HoMepa ¥ JiaTbl NpoToKoNa),
— MHGOPMMPOBAHHOE COTNIacie NALVEHTOB AN UX NPeACTaBUTENeN Ha yyac-
Tie B UCCNELOBAHUN 11 NY6AMKALMIO AaHHbIX (ANA CTaTeil ¢ aBTOPCKAMM
UCCNefoBaHNAMU U ONMCAHUAMY KIMHUYECKIX CYYaeB),

—Np¥ HaMuUM GUHAHCPOBAHMA UCCNEROBAHUA — YKa3aTb ero UCTOYHUK
(rpaHTnT. A1.),
— 6naropapHocTy (pasgaen He ABNAETCA 06A3aTeNbHbIM).

7. UnniocTpaTMBHbIN MaTepuan

VinniocTpatBHbIA MaTepuan JOMmKeH ObiTb NPeACTaBNeH B Buze OTAEbHbIX dail-
0B 11 He GurypupoBaTb B TeKcTe CTaTby. [laHHble TabnuL He ZOMKHbI NOBTOPATD AaH-
Hble PUCYHKOB 1 TeKCTa U Ha060poT.

Oororpadum npeacrasnatorca B popmartax TIFF, JPG ¢ paspeLueHnem He MeHee
300 dpi (Touek Ha Atoiim).

PucyHKku, rpadmku, cxembl, Anarpammbl JOMKHb! ObITb pefakTUpyembiMI,
BbinonHeHbIMu cpeactBamu Microsoft Office Excel unm Office Word.

Bce pucyHKn LomxHbl 6bITb NPOHYMepOBaHbI 1 CHaBXeHbl NOAPUCYHOUHBIMI
nognucamu. OparmeHTbl pucyHKa 0603HaualTCA CTPOUHBIMU ByKBaMK pycckoro anda-
BUTa — «a», «6» U T. fi. Bce cokpalueHna, 0603HaueHms B Buge KpuBblX, 6ykB, undp
WT. fi., UCTIONb30BAHHbIE Ha PUCYHKE, fOMKHbI ObITb paciudpoBaHbl B NOAPUCYHOUHOI
nognucy. MoAnucu K pucyHKam AAKTCA Ha OTANbHOM AUCTe NoCAe TeKCTa CTaTbi B 0A-
HOM C Heil daitne.

Ta6nuubl JoMKHbI 6bITb HAMARHBIMY, UMETb Ha3BaHe 1 NOPAAKOBbIA HoMep.
3aronoBky rpad L0MKHbI COOTBETCTBOBATD UX COAEPXaHMI0. Bce cokpaLueHna pacumd-
POBLIBAKTCA B NpUMeYaHy K Tabnuue.

8. EAVHMLbI N3MepeHuna 1 COKpaLLieHna

Enunuwpl n3mepenua fattca B MexayHapogHoii cucteme ety (CU).

CoKpaLueHna CnoB He JONYCKaloTCA, Kpome 06LienpuHATbIX. Bce abbpeBuatypbl
B TEKCTe CTaTby JOMKHbI 6bITb MONHOCTBIO pacLuMdpoBaHbl NPU NEPBOM YNOMUHAHUM
(Hanpumep, komnbtoTepHaa Tomorpadus (KT)).

9. CnncoK nuTepatypbl

Ha cnepytoweii nocne TekcTa CTpaHuue CTaTbil JOMKeH pacnonaratbca CNCOK
LMTUpYeMOil IuTepaTypbl.

Bce MCTOUHMKI BOMXKHDI ObITb NPOHYMEPOBaHbI, HyMepaLma OCyLLeCTBAAETCA
CTporo B andaBUTHOM NOpAZKe. Bce ccbKmM Ha MCTOUHUKI IUTEPATYPbI B TEKCTe CTaTby
0003HauatTcA apabckvmu LMGpamin B KBAZPaTHbIX ckobKax HaumHaa ¢ 1 (Hanpumep,
[5]). KonuuecTBo LUTUPYeMbIX paboT: B 0puriHaNbHbIX CTaTbAX — He Gonee 20—25,
B 0630pax nuTepatypbl — He bonee 60.

CCbINKIN JOMKHBI ABATbCA HA NEPBOMCTOUHUKY, UUTUPOBAHIME OJHOTO aBTOPa
no paboTe Apyroro HegONYCTUMO.

BKntoueHne B CTMCOK uTepaTypbl Te31COB BOIMOMKHO UCKNKOUUTENBHO NPH CCbI-
Ke Ha MHOCTPaHHbIe (aHIN0A3bIYHBIE) UCTOUHUKI.

CcbinKku Ha anccepTaumny v agTopedepatbl, HeonybnnKoBaHHbIE paboThl, a TaK-
e Ha faHHble, NONyYeHHble U3 HeOQULMANBHBIX MHTEPHET-UCTOUHUKOB, He Aony-
CKalTCA.

DA Kaxzoro MCTOYHMKA HeobX0AUMO YKa3aTb: aMAMN U MHULMANbI aBTOPOB
(ecnu aBTOpOB Bonee 4, yka3biBatoTcA Nepeble 3 aBTOPa, 3aTeM CTaBUTCA «U1 Ap.» B pyC-
CKOM unn et al.” B aHIMIACKOM B TeKCTe). ABTOPbI LIUTUPYEMbIX UCTOUHUKOB AOMKHDI
ObITb yKa3aHbl B TOM e NOPALKE, UTO U B NEPBOUCTOUHMKE.

[Tpu CcbinKe Ha CTaTby U3 XYPHANOB NOCNE aBTOPOB YKa3blBAIOT Ha3BaHMe (Ta-
Tby, Ha3BaHWe XypHana, rof, TOM, Homep BbIMycKa, CTpaHmuubl 1 DOI cTaTbi (Npu Hanw-
yum). Mpu ccbinke Ha MOHOFPad MM YKa3biBaKT TaKxKe NONHOE Ha3BaHMe KHUTU, MeCTo
3[aHNA, Ha3BaHNe N3ATeNbCTBA, MO U3AAHNA, YNCIO CTPAHNL.

(1aTby, He COOTBETCTBYHOLLME AAHHBIM TPEOOBAHNAM, K PACCMOTPEHUIO
He NPUHNUMAIoTCA.
061Me nonoxeHna:
« PaccmoTpeHne cTatbin Ha npeameT Ny6MKaLMM 3aHMMaeT He MeHee 8 He-
aenb.
« Bce noctynaiowme cTatby peueH3upylTca. PeleH3ua ABNAETCA aHOHUM-
HOA.
- Pepakuua octaBnaet 3a co6oii NpaBo Ha peflakTUPoBaHKe CTaTeil, NpeaCTaB-
NeHHbIX K ny6aukaumm.
+ Penakuma He npegocTaBnsAeT aBTOpCKME IK3eMnnApbl XypHana. Homep
XKypHana MOXHO MONYYMTb Ha 06WMX OCHOBAHMAX (CM. MHdOpMaLMi
Ha caiiTe).
Marepuanbi gna ny6nukauumn npuHumaloTca no agpecy ricn@epileptologist.ru
€ 06A3aTeNbHbIM yKa3aHMeM Ha3BaHMA XypHana.

Monnas Bepcua Tpe6oBaHMII NpeACTaBNEHa Ha cailTe XypHana.
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CraTba nocesleHa UcCNefoBaHMo cneundukn npumeHeHus [leHBEPCKON MOAeNN paHHeit NOMOLNOMOLM AeTAM C pac-
cTpoicTBamu aytuctuyeckoro cnektpa (Early Start Denver Model, ESDM) 8 Poccuu. ins 3Toit uenu Gbin npoBegeH onpoc
24 cneunanuctos noaxona ESDM B hopmare nonycTpyKTyprpoBaHHOro UHTepBblo. Lienbio onpoca sBnsnock onpegenexue
cneundukn poccuitickoit npakTuku npumerenmns ESDM u conoctaBneHue ee ¢ Hay4YHO [OKA3aHHbIMU anropuTMammu npume-
HeHUs MOJEeNN, a TaKKe OLeHKa YAOBNETBOPEHHOCTU CNeLUaNNCTOB JAHHO! MOAeNbIo.

Pe3yneTaThl onpoca nokasanu, YyTo B oCHOBHOM noaxon ESDM npakTuKyIoT cneuuanuctel, umetolme onbiT paboTsl B ABA-Tepa-
nuu. NpumeHeHne ESDM B Poccum, Kak npaBunio, 0TMYaeTcs OT A0Ka3aHHbIX B UCCIIEA0BAHMAX anropuTMOB N0 NapameTpam
WHTEHCMBHOCTM BMeLUATENbCTBa, BOBNIEYEHUIO POAUTENEN B NPOLECC KOPPEKLMOHHON MOMOLM U UX 0BYYEHUIO AaHHOMY
BUAY NOMOLLM, NPAKTUKE COCTABNEHWA UHANBUAYaNbHO-OPUEHTUPOBAHHbIX Nporpamm. CaenaH BbIBOJA O TOM, YTO COXMB-
wascs B Poccuu npakTuka npumeHenus ESDM TpebyeT npoBeAeHMs HayuHbIX UCCNefOBaHUI AN [OKa3aTeNbCTBA CBOEH
addekTuBHocTU. ONpoc nokasan BbICOKYIO YAOBNETBOPEHHOCTb cneyuanuctoB ESDM.

KnioueBble cnoBa: [leHBepckas MofieNb paHHEN NOMOLLYW, PaHHAA NOMOLLb AeTAM C PaCCTPOACTBOM ayTUCTUYECKOrO CrekK-
Tpa, PaccTpoiCTBO ayTUCTUYECKOTO CMEKTPa, CreLnanucT noaxoaa [leHBepcKoii Mofienn paHHeil nomouum, obyyeHune cne-
LManMCTOB paHHeil nomoLm, 3pdeKTMBHOCTb [leHBEPCKOI MOAENM paHHell nomoLyu, 0byueHne pogutenei

na uutuposanua: PomaHosckuit H.B., Aumnosa M.A. [leHBepckas Mofenb paHHel NOMOLWM feTAM C pacCTPOMNCTBaMu
ayTUCTUYECKOrO CMEKTpa W NpaKTUKa ee npuMeHeHus B Poccuu. B3msag co cTOpoHbl cneumanucTos. Pycckuit xypHan
AeTCcKoM Hesponoruu 2025;20(3):10-24.

DOI: https://doi.org/10.17650/2073-8803-2025-20-3-10-24

Early Start Denver Model for children with autism spectrum disorders (ESDM)
nd the practice of its application in Russia. A view from the experts
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The article examines the specifics of applying the Early Start Denver Model (ESDM) for children with autism spectrum
disorders in Russia. A survey of 24 ESDM specialists was conducted in the form of semi-structured interviews. The aim
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was to determine the features of Russian practice of using the ESDM and to compare it with evidence-based implementation
algorithms, as well as to assess the specialists’ satisfaction with the model.

The results showed that most ESDM practitioners in Russia are specialists with prior experience in ABA therapy.
The Russian practice of ESDM application generally differs from research-based protocols in terms of intervention intensity,
parent involvement and training, as well as the development of individualized programs. The authors conclude that
the current Russian practice requires further research to confirm its effectiveness. The survey also demonstrated high
satisfaction of specialists with the ESDM.

Keywords: Early Start Denver Model, early intervention for children with autism spectrum disorder, autism spectrum disorder,
Early Start Denver Model specialists, early intervention training, Early Start Denver Model effectiveness, parent training
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BeepeHue

JenBepckasi Mmogenb paHHei nmomounu (Early Start
Denver Model, ESDM) — 310 KOMILJIEKCHast MOJE/b paH-
HE MOMOLIU I JETEN C paCCTPOMNCTBOM ayTUCTUYECKO-
ro cnektpa (PAC) B Bo3pacte ot 12 g0 48 mec [3].

Lenbro Monenu sIBISIETCS HE U30JIMPOBaHHAsI TPEHU -
POBKa OTIEJbHBIX HABBIKOB, a INIOOAJTbHASI CTUMYJISILIUS
BCEro Xolla pa3BUTUS peOEHKa, YTOObI «Iepe3amyCTUTh»
HapyllleHHbIE TTPOLECCHl M HAIIPaBUTh €0 M0 TUITMYHOMN
TPaeKTOPUM POCTa. DTO JOCTUTACTCS YePe3 CO3TAHUE IMO-
LIMOHAJIbHO HACHIILIEHHBIX B3aMMOOTHOIIIEHUI, BCTPOEH-
HBIX B €CTECTBEHHBIA KOHTEKCT UI'Pbl U MOBCEIHEBHOM
xku3HU. Teopetndeckoit ocHoBoit ESDM sBnsieTcs cuHTe3
NIBYX, Ha MIEPBbI B3IJISI, TPOTUBOIOJIOXHBIX MapaauIM:
MOBENEHYECKON HayKU W pa3BUBAIOIIETr0, OCHOBAHHOIO
Ha oTHomeHusX, rmoaxona DIRFloortime. C ogHoIli cTO-
ponbl, ESDM onupaercss Ha TpUHUMITLI TPUKIATHOTO
aHajM3a MOBEJAEHUS, UTO 00ecreyrnBaeT METOIUYECKYIO
CcTporocth U 3HEeKTUBHOCTL BMelIaTeabcTBa. OT MpU-
KJIaIHOTO aHaI13a MOBEACHUS MOIEIb 3aMMCTBYET TEXHO-
JIOTUIO TOYHOT'O OIpeIe/IeHUS 1IeJIEBbIX HABBIKOB, UCIIOJIb-
30BaHUSI WHAMBUIYAJIbHO IMOAOOpaHHBIX MOIACKA30K
U TTIOCTENIEHHOTO 0TKa3a OT HUX, a TAKXXKe CUCTEMY Herpe-
PBIBHOTO COOpa JaHHBIX 1J11 OOBEKTUBHON OLIEHKU IIPO-
rpecca Kaxnoro pedeHka. KitoueBbIM MeXaHU3MOM 00Y-
YEHMUS SIBJIIETCS MOJOXUTEbHOE MOIKPeIIeHEe, OMHAKO
B ESDM 0HO HOCHUT mpeke BCero eCTeCTBEHHBIN U CO-
LIMaJIbHBINA XapakTep. HampumMep, Harpamnoii 3a MOIBITKY
KOMMYHUKAIIMY CTAHOBUTCS HE CTUMYJI U3BHE, a CaM Xe-
JIJaeMBIf MIPEeOMET WJIM MPOAOJIKEHUE BECEJOW WUIPHI,
YTO AeJIaeT MPOLECC OCMBICIEHHBIM I pedeHka. C apy-
roii cropoHsl, ESDM onmpaetcst Ha ucciaenoBaHus B paM-
KaX MCUXOJIOTUU Pa3BUTHUs. DTO BOILIOIIAETCS B He-
CKOJIBKMX KJTIOUEBBIX MOJIOXEHUIX. Bo-TIepBbIX, MOAEIb
clieflyeT HOpMaTUBHOM ITOC/IeN0BaTeIbHOCTU OHTOIeHe3a,
BBICTpauBasl yyeOHbIE 3aJJa4i B TOM MOPSIAKE, B KOTOPOM
OHM OCBaMBAIOTCS MPY TUITMYHOM pa3BUTUU. Bo-BTOPHIX,
LIEHTPAJIbHOE MECTO OTBOAUTCSI IOCTPOCHMIO TEILIBIX,

OCHOBaHHBIX HAa B3aMUMHOM 3MOILIMOHAJIBHOM OOMEHe, OT-
HOIIIEHUI CO B3POCJBIM (TeparieBTOM WJIM POJIUTEIEM),
KOTOpbIE pacCMaTPUBAIOTCSI KaK OCHOBHAsl ABMXKYILIast
cuiia pa3BuTusi. UMeHHO B paMKax 3TUX JOBEPUTEIbHBIX
OTHOIIIEHUI, HATTOJITHEHHBIX PaAOCThIO M B3AUMHBIM YI0-
BOJILCTBMEM, ITPOMCXOAUT OCHOBHOE 00y4YeHue. B-TpeTh-
HX, BMEIIATeJIbCTBO MOJIHOCThIO BCTPOSHO B UTPY U PYTUH-
Hble OBITOBbIE CHUTYallMM, YTO OOECIeUYMBaET MEPEHOC
HaBBIKOB B pealibHYI0 XU3Hb. TakuM obpazom, ESDM
CTPEMUTCS K MPEOJOJICHUIO pa3pbiBa MEXIY «KECTKON»
MOBEACHYECKOM HAyKON U «MSTKOM», 0asupyroliencs
Ha OTHOILIEHUSX, MPAKTUKON. DTa TMOPUAHOCTH ITO3BOJISI-
eT el OMHOBPEMEHHO OBITh BHICOKOCTPYKTYPUPOBAaHHOM
U U3MEPSIEMOIA, HO MPU 3TOM T'MOKOM, OpUEHTUPOBAHHOMN
Ha pebeHKa U ero nHTepechl. B hokyce Moaenn HaxonuT-
Cs pa3BUTHE KJIIOUEBBIX 00JIaCTeil: KOMMYHUKAIIMK (KaK
BepOaJIbHOM, TaK U HEBepOaJbHOI), COLIMATbHOIO B3au-
MozeicTBUS (BKJIIOYast UMUTALIMIO MU COBMECTHOE BHUMa-
HUE), MO3HABATEIbHBIX CIIOCOOHOCTEN U amanTUBHOTO
noseneHus. [1o cytu, ESDM ctpeMutcs moMoub pe0eHKY
HE IIPOCTO BBIYYUTh HA0OP peaklivif, a CTaThb aKTUBHbBIM,
3aMHTEPECOBAHHBIM U KOMMYHUKATUBHBIM MapTHEPOM
B CJIOKHOM coLMajbHOM Mupe [3].

CucreMa obyyeHus u ceptudukauuu no ESDM
B Poccuu siBisieTcst mpsIMbIM MPOJOJKEHUEM MEXIyHa-
DPOMHOI CUCTEMBI U TIPEAbSBISIET BHICOKME TPpeOOBaHUS
K MOJATOTOBKE CMELMAIMCTOB. XOTS 3TOT MyTh TpeOyeT
3HAYMTEIbHBIX BPEMEHHBIX U (PHAHCOBBIX MHBECTUIINA,
OH SIBJISIETCSI HEOOXOIMMBIM YCIOBUEM JUISl 0OecTieueHU s
KayecTBa BMelllaTeIbCTBRa.

O6yuyenre ESDM — nnuteabHbIM 1 MHOTOYPOBHEBBIM
Mpoliecc, HalpaBJIeHHbI Ha (OpMUPOBaHUE TTyOOKMX
MPaKTUYECKUX HAaBBIKOB. OH COCTOMT U3 HECKOJIBKUX KITIO-
YeBbIX TAIOB.

[lepBrIit aTanm — NMpoxoXxaeHue 6a30BOro TeopeTUYe-
CKOTO Kypca, B paMKax KOTOPOT'O pa3IMYHbIE CIIEIAATUCThI
(noromnen, nedekToor, cuxonor, ABA-tepaneBT) npoxo-
JISIT HayaJIbHBIA TPEHUHT, KOTOPBI 3HAKOMUT C (hUITIOCO-

11



OPUTUHANDBbHBIE CTATbHU

12

pssi' IIETCKOM
HEBPOAOT UM

(ueit Mmogenu, ee HaydHBIMM OCHOBAaMM, NIPUHIIMIIAMMA
MPOBEACHUS OLICHKU U COCTaBJICHMST yUeOHBIX IIJIAaHOB.
M3y4yaroTcst cTpaTeruu BeleHUs Tepanuy, BOBICYCHUS
pebeHka, (hOpMHUPOBAaHUS KOMMYHUKAIIUM U UTPOBBIX
HaBbIKOB. Kak mpaBuiio, 3T0 OHJIARH-KYpPC MPOIOJIKM-
TEJILHOCTBIO HECKOJIbKO JAHEU, ITPOBOAUMBINA MEXIyHa-
POIHBIMU TPpEeHepaMu (TpeHepaMu YPOBHS 2 U 3).

Bropoii aTan — 00y4yeHMe Ha OCHOBHOM Kypce, I10-
CBSIIIIECHHOM ITPaKTUKE U CYIIEPBU3HH, B paMKaX KOTOPOTO
CITeLIMAIMCT TOJDKEH HavyaTh IIPaKTUIECKYIO paboTy ¢ pe-
OcHKOM (MJIM HECKOJIbKUMM JI€TbMU) MO TTPUCTATBHBIM
PYKOBOJICTBOM CYIIEPBU30pa — MEXIYHAPOIHOTO CEPTH-
¢uumpoBanHoro tpeHepa ESDM (tpeHep ypoBHS 2).
B pamkax gaHHOTO 00y4YeHUsI CIICIIUATUCT IIPOBOIMT Pe-
T'YJISIPHBIC CECCHMU, 3aIIMChIBACT UX HAa BUICO M ITPEIOCTaB-
JIIeT MaTepUalibl CyliepBU30pY A aHaau3a. B pamkax
PEryJIsSIpHBIX OHJIAaiH-BCTPEY CYIIEPBU30P AaeT OOPaTHYIO
CBSI3b, pa30MpaeT OIIMOKM, IIOMOTaeT KOPPEKTUPOBATh
y4eOHbIE IJIaHbI U TepalieBTUYECKHUE cTpaTerun. TpeOyeT-
cs1 paboTa KaK MMHUMYM C 2 pa3HbIMU JeThMMU.

ClienyolmM 3TaIloM SIBJISIETCS ciada cepTUdMKALIM-
OHHOTO 3K3aMeHa. [Tocsie BRITOTHEHMS BCeX TPAKTMUECKUX
TpeboBaHUii (OIpeleIeHHOE KOJIMYECTBO YaCOB TePaIMu
W CYNEPBU3MM) KaHAMIAT JOJDKEH ITPOAEMOHCTPUPOBATh
BBICOKHI1 YPOBEHb BJIaIicHMSI HABBIKAMU. DK3aMEH 3aKJTIO-
YyaeTcs B IIPEIOCTaB/ICHUY CIICLIMaIbHOI BUIEO3aIIMCH CBO-
eil paboThI ¢ peOEHKOM, KOTOPast HE3aBUCHMO OLIEHUBACTCST
MEXIYHAPOIHBIMU CEPTUMUKALIMOHHBIMU KCIIEPTaAMU
I10 CTPOTMM KPUTEPHSAM (TOYHOCTD ITPUMEHEHUSI CTPaTeTrid,
SMOLIMOHAJIBHBIN KOHTAKT, 3(D(EeKTUBHOCTD). Takke MOXET
MOTpebOBaThCA cAavya TEOPETUUECKOTO TeCTa.

B cucreme ESDM cyliecTByeT HECKOIBKO YPOBHEM
KBau(pUKaLIMU:

* ceptuduuupoBaHHbIil TepaneBT ESDM — crneuua-
JIUCT, YCIICIIHO MPOIIEAIIN BCE 3TaIlbl O0yYeHMS
Y CHABIIMI 5K3aMeH. VIMEHHO OH MMeeT IIpaBo Mpo-
BOAWTH MHAVBUIYAJIbHYIO TEPAITMIO 10 MOJIEIIH;

* TpeHep YPOBHSI 1 — ONBITHBIM TEpameBT, KOTOPBIi
MOXET MPOBOIMTH 0a30Bble OOyYaloIIMe KypChl
O] PyKOBOJICTBOM CTapIliero TpeHepa;

* TpeHep ypoBH4 2 (cTapiuuii TpeHep). MoxkeT camo-
CTOSITEJIBHO TIPOBOJUTH TOJIHBIC LIMKIBI OOY4YEeHUS
(TEOPUIO U CYIIEPBU3HIO) Y TOTOBUTH HOBBIX TEPAIeB-
ToB. IMEHHO 3TOT YpOBEHb SIBJSIETCS KIIOYEBBIM
JUIS1 pacIIpOCTPaHEeHUsI MOJIEIU B CTpaHe;

* TpeHep YpoBHS 3 (MEHTOp) — CIEUMATUCT BBICIIETO
YPOBHSI, OTBEYAIOIIMIA 32 TIOATOTOBKY U CepTHU(UKa-
LIMIO0 HOBBIX TPEHEPOB YPOBHS 2 [8].

Croumoctb 00ydeHrst ESDM B Poccum 10BOJIbHO BBICO-
Ka U coctaniisieT nopsinka 200 Teic. pyosieli (6a30Bblif 1 OCHOB-
HoIi cemMuHapbl). O0yueHUe TpeOyeT IpUBICUEHUS 3apyOeK-
HBIX 3KCIIEPTOB, OIUIAThI X PaOOTHI U CYIEPBU3HIA, a TAKKE
OIIaThI YCIIYT TIEPEBOMYMKA, UTO JieJIaeT Ipolecc (PMHAHCOBO
3aTpaTHBIM JJISl POCCUMCKUX CIIeLIMaIncToB [1].
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Hecmotpst Ha 310, MHTEpeC K MOJIEIN pacTeT. Bemymime
POCCHMIICKME IIEHTPHI, 3aHUMAIOIIUECS TTOMOIIBIO ICTIM
¢ PAC, noctenenHo BHenpsitor ESDM, oTnpaBisisi cBoux
COTPYIHMKOB Ha OOYYeHUE 32 pyOesK WY IIpUIIalias MeXKITy-
HapOIHBIX TPEHEPOB IS MPOBEACHUS KypcoB B Poccun.

Metoauueckue Marepuaibl. [1o coctosgHuio Ha 2025 1.
B Poccuu noctynnbl 2 kauru nmo ESDM. IlepBast kHura
no ESDM — Camu Ix. Pomxepc, JIxepanbauH JLoycoH
u Jlopu A. Bucmapa «/leHBepckast MoJeb paHHETO BMe-
IIATeJIbCTBA IS IETeil ¢ ayTU3MOM: KaK B IpOLIecce I10-
BCEIHEBHOIO B3aMMOJIEICTBMSI HAyYUTh peOeHKa UTpaTh,
o0IIaThCs M yIUTHCS» BhIIIa B 2016 1. [4]. KHura opueH-
THPOBaHa IIPEXJIe BCETO Ha POIUTENICH MaJeHbKUX IeTei
¢ PAC, u B Heil gaHbI 1OBOJIbHO KOHKPETHBIE PEKOMEH 1A~
uuu. B yacTHocTH, HalpUMep, JOCTaTOYHO KOHKPETHO
OIMCAaHbl KPUTEPUM BBIOOpPA IPOTpaMMbl pAHHETO BMe-
IIaTeIbCTBA, TAKUE KaK MHTEHCUBHOCTD, KOMILJICKCHOCTb,
Hay4YHasi 0O00CHOBAaHHOCTb, HaJIM4KE ITPOrpaMMBbl BMeIIIa-
TEJIbCTBA, BOBJICYCHNUE POAUTENICH, HAITPaBIEHHOCTD ITPO-
rpaMMBI Ha crielurIecKre TPYIHOCTU, XapaKTepHbIe
IIJISI AMarHo3a peOeHKa; JarTcs peKOMEHIALIMU 10 B3au-
MOJICUCTBHIO C MEAUIIMHCKUMU paOOTHUKAMHM, CEMEMHO-
My B3aMMOJIECTBUIO, IICUXOTUTUEeHE. B KHUTE Takke oc-
BEIIEHBI MPEACTaBICHUSI 00 OCOOEHHOCTSAX DaHHEro
00y4YeHHUS ACeTeil, OMUCHIBAIOTCSI OCHOBHBIC TPYIHOCTH
neteit ¢ PAC, moapoOHo npeacTaBieHbl MOIIAaroBbie CTpa-
Teruu Jisl pa3Butus pedeHka ¢ PAC mo cienyiomum che-
paM: MpUBJICYCHUE BHUMAHMS, BBI3bIBAHUE TIOJIOXKUTE b~
HBIX 3MOLIMI C MOMOIIBIO CEHCOPHBIX COLIMAIBHBIX UTP
WU UTP C TIpeIMETaMM, B3aMMOIEHCTBHE U OYEePEIHOCTbD,
HeBepOabHasi KOMMYHUKAIIYs, oAapaxaHue. O0palaeT
Ha cebOsl BHUMaHKME OYeHb YETKOE U ITOC/IeI0BaTEIbHOE
M3JIOKEHNE MaTeprajia; MOXKHO TOBOPUTD O TOM, YTO MO-
TUBUPOBAHHBIA POAUTEJb, UMECIONINN JaHHYIO KHUTY,
BIOJIHE CITOCOOEH HayaTh 3aHSTHUSI CO CBOMM PEOCHKOM
paHHero Bo3pacta. Bropasi kHura — «Y4eoHuk 1o JeH-
BEPCKOIl MOJEIM paHHETO BMeEIIaTeJIbCTBA JUIS NETei
C ayTU3MOM: pa3BMBAaeM pPeub, yMEHUE YIUTHCS M MOTHBA-
1uto» noxa aBTopctBoM Canu JIx. Pomkepc u Ixepaib-
nuH [JoycoH [3], rae u3noxXeHbl OCHOBHbIE TEOPETUYECKIE
OCHOBBI MOJIEJIY, OIMCBIBAIOTCSI OCHOBHbBIE TEXHOJIOTHUU,
MIPUBOAMTCS CITMUCOK KJIIOUEBBIX HABBIKOB. JJaHHBIN y4e6-
HMK XOPOIIIO COYETACTCS ¢ 00yJaroleii MporpaMMoi U siB-
JISIETCSI METOMMYECKMM MaTeprajIoM IS Hee.

JleHBepckasi MoJesib paHHE MOMOIIU JOCTaTOYHO
HellaBHO MoJTyyrJsia pacnpocTpaHeHre B Poccuu: nepBbiit
obOyyatouii cemuHap o ESDM npomien B Hostope 2019 &
ITo cocTostHuio Ha aBryct 2025 1. B Poccum mpouuiu moJ-
Hoe obydeHMe Mo BBOAHOMY MoayJo 153 crieuuanucra,
M3 KOTOPBIX 25 SBJSIOTCS CePTU(MUIIMPOBAHHBIMU Tepa-
nesramu ESDM, 29 cnenuajncToB MpOLUTU AOMOJIHU-
TEJIBHBIN KypC 110 KOYYMHTY pOAMTeeid, 21 cieruaimucTt —
Kypc 1o paboTe ¢ MiaaeHIaMu, 13 CrieuajanucToB — Kypc
no niposeaeHuo ESDM B rpynme [1].
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HeHBepckass MOJe/b paHHEN MOMOIIM BKJIIOYEHA
B KIuHU4Yeckue pekoMmeHaauuu mno PAC [1], umeeT mmu-
pOKoe MpU3HAHUE CPear Bpadeil, MpUAepKUBAIOIIUXCS
MPUHIIMIIOB JOKAa3aTeJIbHOM MEIUIIMHBI, OTKPBIBAIOTCS
KOMMEpYECKHE LIEHTPBI, B HEKOTOPHIX pernoHax ESDM
CHCTEMHO IPHUMEHSIETCS B TOCYIAapCTBEHHBIX CIIyXK0ax
paHHei oMo [6].

Jloka3areancTBo 3dekTusHocTH ESDM. ESDM sB-
JISIETCSI MOJIENBIO C OKCIIEPUMEHTAIbHO TOKa3aHHOM (-
(beKTUBHOCTHIO: PSII TPOBEACHHBIX PAHIOMU3UPOBAHHBIX
KOHTPOJIMPYEMBIX UCCIeN0OBaHUI noka3anu, yto ESDM
B HEKOTOPBIX aCIIEKTaX MOXKET MPEBOCXOAMTD TPAIUIIOH -
HbIe MOJEJIM paHHel MmoMolu. Tak, OHa CIIOCOOCTBYET
YMEHBIIICHUIO OCHOBHBIX CHMIITOMOB ayTU3Ma BILIOTh
JI0 U3BMEHEHMSI IMarHo3a Ha OoJiee JISTKUI, CHUKEHUIO
POIUTEILCKOTO CTpecca B CIydae IMPOBEACHMST BBICOKOWH-
TEHCHUBHOM MporpaMMbl BMEIIATEIbCTBA, YIYYIICHUIO
PELENTUBHOM U 9KCIIPECCUBHOM pevr pedeHKa, ero anari-
TUBHOTO MOBENICHUS, COLIMATU3ALIMH, TOBCEIHEBHBIX K13~
HEHHBIX HaBBIKOB, IBUTATEJIbHBIX HABBIKOB, KOMMYHHUKa-
uuu [5].

Ha ocHoBe TeopeTH4ecKoro aHajim3a 3KCIepUMeH-
TaJbHBIX UcclienoBaHuii apdexkTuHoct ESDM (7, 9]
MOXHO BBIICJIUTH CICAYIONINE aJITOPUTMbI TIPUMEHEHUS
MOJIeNIU, ¢ UCIoIb30BaHUeM KoTopbix ESDM 0blia sKc-
MepUMEHTAJILHO JOoKa3aHa:

* Pa3zpaboTka MHAMBUAYAJIBHOM ITPOrPaMMbI TIOMOIIIH,
OCHOBaHHOM Ha CITUCKE KJTIOUEBbIX HABBIKOB, MCITOJTb-
3YIOIIEMCST B MOJICITH.

* CucreMaruyeckoe o0yyeHue (KOYUYMHT) POIUTENeH,
MPOBOAUMOE CePTUDULMPOBAHHBIM CIEIUATUCTOM
o ESDM ¢ uHTeHCUBHOCTBIO OT 1 10 4 4 exXeHenesb-
HO.

* PerymsipHoe TIpMMEHEHHME DPOAUTEISIMU CTpaTerwit
ESDM B nipoliecce MOBCeAHEBHOTO B3aUMOIECTBUS
C peOCHKOM.

* HmuBuUayaabHble TepareBTUIECKIE CECCUU IO KY-
patopcTtBOoM cepTuduuupoBaHHbix ESDM-Tepanes-
TOB, OOLLMI 00BEM KOTOPBIX COCTABIISIET HE MeHee 15 4
B HELETIO.

* [1pomoKUTEIbHOCTh IPOrpaMMbl BMeEIIATEIbLCTBA
B CPEIHEM IOCTUTAET 2 JIeT.

* OnTuMabHBII BO3pacT IJIs Havalla Teparnuu — oT 18
1o 30 mec.

JHoxkazarenbHast 6aza ESDM-tepanuu Oblia mojydeHa
B pe3yssTate padoThl ¢ neTbMu ¢ PAC, He MMeroImMu co-
ITyTCTBYIOIIMX HEBPOJIOTMIECKUX M XPOHUYECKHMX COMATH-
YeCcKMX 3a00JIeBaHMUIA, a TAKXKE JEMOHCTPUPYIOIIUMU KO3(D-
¢duneHT uHTeIeKTa He MeHee 35 OasutoB. [aHHbIN
ToKa3aTe/Ib OLIEHUBAETCS 1O CyOIlKaiaM 3pUTEIbHOTO BOC-
TIPUSITHS U MEJIKOI MOTOPUKY B paMKax IITIKaJI pAHHETO 00y-
yeHus1 MasuieHa (Mullen Scales of Early Learning) [5].

Ienp uccaenoBaHus — BBIABICHUE TaKWX IPaKTUYeE-
CKUX aCIIeKTOB IPUMEHEHUS TOX0/a, KaK MTHTCHCUBHOCTh
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MIPUMEHEHUST MOJEIM, PaclpOCTPAaHEHHOCTh MPAaKTUKU
00y4YeHUsI ¥ BOBJICYCHUST POAUTENICI, BOSMOXHOCTHU M OT-
pPaHMYCHUS TTOAXO0a C TOYKM 3pEHMSI CIIEIIUATUCTOB, IPO-
JIOJDKUTEIBHOCTD BMEIIaTeIbCTRA.

[nore30ii Halllero ucciaeaoBaHUS ObLIO MPEATIONO0-
KeHHUe, YTO CJIOKMBIIAsICS MpaKThKa npumeHeHuss ESDM
B Poccuu nmeeT cBom crielimpudecKre OTIMIUS OT JOKa-
3aHHBIX aJITOPUTMOB IIPUMEHEHUSI MOICIIH.

Marepuanbl u meToabl
Hamu 6bi1 mpoBeneH ompoc 24 cneuuaaucToB
no ESDM, u3 koTtopsix 17 npouiiu obyyeHre Ha OCHOB-

HOM cepTU(UKAIIMOHHOM CEMMHAape U 7 — MeXIyHapoI-

Hylo cepTudukaiuio o ESDM. Bce onpollieHHbIE crie-

LIMAJIMCTBl ObUIM XeHIruHaMu. OTpollieHbl ObLIU BCe

CIIELIMAJIMCTHI, COTJIaCUBIINECS MIPUHSTh y9acTHe B MCCIIe-

JIOBaHWM, U3 0a3bl crienranucToB Poccun, mpoienmmx

0o0y4yeHre Ha MeXIyHapoOAHOM OOydYaloIllleM CeMHHape

nmo ESDM [1]. OnpoiiieHbl yYaCTHUKU U3 CIEIYIOIINX
roponoB: Mocksa, Cankr-IIetepoypr, Husxnuit Hosropon,

KpacHopap, Exatepun0ypr, Marac, bepack.

Ornpoc NpoBOAWICS B BUIE MOJYCTPYKTYPUPOBAHHO-

IO MHAMBUAYaIbHOTO MHTEPBBIO C KaXKIbIM U3 PECIIOHIEH-

TOB; B IIPOLIECCE MHTEPBbIO MHTEPBBIOEP 3aaBajl PECIIOH-

JIEHTaM CJIeAYIOIIKE BOIPOCHI:

1. KaxkoBo Bailie OCHOBHOE 00pa30BaHUE U €ro YPOBEHb?
2. Kakoi1 y Bac onbIT paboThl B chepe MOMOILLIU JETIM
¢ 0COOBIMM 00pa30BaTeIbHBIMU MOTPEOHOCTAMMU?

3. Kakoe y Bac odpa3zoBaHue B 00JacTU MPUKIIATHOIO
aHaJu3a MoBeaeHUs?

4. Kakue Buagbl o0ydeHus no metoauke ESDM Bbl mipo-
xonuau?

5. EcTb a1 y Bac 1iaHbl NPOXOXKIACHUSI JOTTOTHUTEIbHBIX
00yualoIIUX 3aHSTUM, MOCBSILEHHBIX TToaxony ESDM,
B JaJIbHEMIIIEM, U €CJIM Ja, TO KaKux?

6. Kaxk gomro Bel mpuMeHsieTe MeTonuKy ESDM B paGote?

[TpoBoauTe J1v BbI 3aHATHS IO YbEH-TO CYTIEpBUMEIA?

8. PaspabaTbiBaeTe JIM Bl MpOTpaMMy IJisl IeTeil camo-
CTOSIT€JIbHO?

9. IlpoBomuTe i1 BbI CYNEPBU3UIO APYTUX CHICLIMATMCTOB?

10. CKOJIbKO Ha HACTOSIILIMI MOMEHT JIeTeil y Bac B mpa-
KTUKE Ha MHAVUBUAYaIbHbIX 3aHSITUSIX U CKOJIBKO JeTel
o[, Ballleii Kypaiuyei?

11. CKoabKO 4acOB MHAMBUAYAIbHBIX 3aHATUI MOJyYaloT
JIETU B Balllel MpakTuke (MUHUMAaJIbHOE Y MaKCHUMalb-
HOE KOJIMYEeCTBO 4acoB)?

12. Tne mpoxoasaT 3aHsATUS C AETbMU?

13. Kak 10/r0 00bIMHO AETH MPOAOIKAIOT JAHHYIO TeParuio?

14. TIpucyTCTBYIOT JIU POAUTENIN HA 3aHITHUSX C peOCHKOM?
Kak yacto?

15. Eciu ponuTenu MpUCYTCTBYIOT Ha 3aHSTUM, TIPUHU-
MaloT JIM OHU yJacTue B 3aHATUSIX?

16. CauTaeTe I BBl BasKHBIM 00y4aTh POIUTEIICH MIPUH-
uurnam ESDM?

~
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17. YacTo 11 poAuTeNM B Ballleil MpaKTUKe TPEHUPYIOT
HaBBIKM pebeHKa M3 MPOrpaMMBbl CaMOCTOSITEIbHO
B IOMAlTHUX YCIOBUSIX?

18. IlpoBoauTe U Bbl KOYYMHT POAMUTEICH WU APyTUE
obyyaroniue ceccum?

19. YnoBneTBOpeHbI I Bbl pe3yJbTaTaMu NMPUMEHEHUs
Metonuku ESDM? Hackonbko oHa ITO3BOJISIET pellaTh
MPOOJIEMBI IeTel C ayTU3MOM B Ballleil MpakTUuKe?

Pe3synbTathbl

Oo0pasoBanue. Bce onpoliieHHbIE CIeLMAIUCThI UMEIOT
BBICIIIee 0Opa30BaHKe: 4 CIeLIMAIMCTa — JIOTOIIEbI, 6 CITe-
LIMAJIMUCTOB — Ne(EKTONIOTH, 5 CIIEIMATNCTOB — IETCKHE
TICUXOJIOTH, 4 CrieluaanucTa — KIMHUIECKHE IICUXOJIOTH,
2 cenMaarcTa ¢ MeAMIIMHCKUM 00pa3oBaHUeEM, 2 Criel-
aJIucTa C MHBIM IeIaroru4ecKuM obpa3oBaHueM, 1 crie-
LMAIACT C IOPUINYECKUM 00pa30oBaHUEM U TIEPETIOATr0-
TOBKOI1 B 00JIaCTU JETCKOI NCUX0Joruu. Takum oopaszom,
MOXHO TOBOPHUTh O TOM, YTO C TOYKM 3pEHUSI 0a30BOTO
00pa30oBaHuUs MOYTH B PaBHOM CTEIIEHU IPEACTABICHBI
CMEIMATMCTHI MeAaroru4eckoro U ICUXOJIOTHUYECKOTO
npouiei.

Kaxk BugHo u3 ta6. 1, 66ab11as1 4YacTh PECIIOHACHTOB
UMEIOT 00pa3oBaHKUE B 00JACTU NMPUKIATHOTO aHAIM3a
noBeaeHus (applied behavior analysis, ABA).

He npoxommm obydenme B od1acti ABA Tobko 6 crre-
LIMAJIUCTOB, UTO COCTaBIIACT 25 % OT OOIIero Yucia mnpu-
HSABIINX yJacThe B uccienosanui; 18 (75 %) cnenmanmcTroB
MMEIOT JIOMOJHUTENbHOE 00pa3zoBaHue B obacTu ABA,
rpu 3ToM 67 % umeroT obpazoBaHue B obnact ABA Gosee
2 MomyJieid, YTO MOXKET CBHMIETEIIbCTBOBATh O JOBOJBHO
XOPOIIIEM TEOPETUYECKOM M MPAKTUIECKOM ITOHMMaHUM
MOBEJACHYECKOI0 ITOIX0/1a, YTO, CKOpee BCEro, UMEET OT-
paxkeHue B MpodecCuOHAIbHOM MBIIUICHUH.

Taoauna 1. Yposenv o6pazoeanus pecnondenmoes 6 00aacmu npuUKAAoOH020
aHanu3a noeedeHus

Table 1. Respondents’ level of education in applied behavior analysis

Number of specialists, n

Number of completed modules
in applied behavior analysis

Bceeo
Total

3

OnbIT padoThl B 00JaCTH NOMOIIM OCOOBIM JETSM.
B ta6i1. 2 npeacraBieHbl pe3yJbTaThl UCCIIEN0OBAHNUS OITbI-
Ta pabOTHI OIIPOLLIEHHBIX CITELIMATICTOB.

Taoauna 2. Onvim pabomoi ONPOUIEHHBIX CREYUAAUCHIO8 8 00AACMU NOMOUU
0co0biM demam

Table 2. Work experience of the surveyed specialists in the field of assistance
to special children

Work experience, years Number of specialists, n (%)

3-5 8(33,3)
6—9 5(20,8)
10-13 9(37,5)
>20 2(8,3)

Kaxk BugHO u3 Tabi. 2, Bce ydyacTBYIOILIKME B OMPOCE
CITELIMAIMCTHI UMEIOT OIBIT pabOThI ¢ OCOOBIMU JAETHMM
OT 3 JIET, IIPK 3TOM OOJIBIIMHCTBO (66,6 %) crieLIMaaicTOB
HMEIOT OIBIT PaboThI OT 6 JieT, 45,8 % — 6osee 10 net. laH-
HbIE PE3YJIBTAThI IO3BOJISIOT IPEANOI0XHUTh, YTO CIICII-
anmuctbl mogxona ESDM B 0CHOBHOM 10CTaTOYHO OIBITHBI,
U oOydeHue u cepTudukamnus B pamkax ESDM g Hux —
BIIOJIHE OCO3HAHHbII BHIOOP, OCHOBAHHBII Ha OIBITE pa-
0GOTHI 1 OCO3HAHWM OTPAaHMYEHUI TPYTUX 3HAKOMBIX UM
IOAXOA0B B 00JIaCTH MOMOIIM JCTSIM PaHHEro Bo3pacTa
¢ PAC.

B Ta6:1. 3 npencraBieHbI pe3yJbTaThl aHAJIM3a OIbITa
PpabOThI OIPOIIEHHBIX CIICIIUAIMCTOB B PAMKAX MPAKTUKK
npuMmeHeHus1 ESDM.

Tadauna 3. Onvim pabomoi ONPOUIEHHBIX CHEYUANUCTO8 8 PAMKAX
Ilensepckoii modeau panrei nomMowu

Table 3. Work experience of the surveyed specialists within the framework
of the Early Start Denver Model

Work experience, years

Number of specialists,

3
2 5
3 9
4 4

3

Kak MOXHO 3aMeTUTb, Y BCEX CITCIIMAIVICTOB OIBIT Pabo-
Tl B ESDM orpannumBaeTcs 5 roqamu, 4To CBSI3aHO C TEM,
YTO BO3MOXKHOCTH 00y4aThCsl JAHHOMY TTOIXOJTY CTajla IIIpO-
KoznoctyrnHa HaunHas ¢ 2019 . I1pu 3ToM 2/3 onpoleHHbIX
CIIEIIMAJTMCTOB UMEIOT OITBIT pabOThI OoJiee 3 JIeT.
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Crenenb 00yyenns noaxoxy ESDM. Kak 6b110 cka3za-
HO BBIIIE, cucTeMa o0yyeHus noaxonxy ESDM coctout
13 BBOAHOTO M OCHOBHOT'O CEMMHAPOB, IPOIICIYPHI Cep-
TrduKau (KoTopas JaeT IMpaBo CIEeUATUCTy CAMOCTO-
SITEJIPHO pa3pabaThiBaTh MHIUBUAYAIbHBIC TTPOTrPaMMBbI
IJIsT peOeHKa), a TakKe JOMOJHUTEIbHBIX 00y4YalolInxX
MOJyJIeil, K KOTOPBIM OTHOCUTCSI O0y4eHME KOYYMHTY PO-
nuteneit, npumeHeHre ESDM B rpyrine, a Takke J1s1 pa-
0OTHI ¢ TETbMHU MJIaJICHYSCKOTIO BO3pacTa.

Taoauna 4. Cmenens 00yuenus nooxody Jensepckoii Modeau pantet nomMouu
(ESDM)

Table 4. Degree of training in the Early Start Denver Model (ESDM) approach

Number
of specialists, n (%)

Type of training

BBoaHbIi 1 ocHOBHOI cemMuHapbl ESDM

ESDM introductory and main seminars 24 (100)
KoyuuHr ponureneit

Parent coaching 10 (41,7)
Cepruduxanus

Certification 7(29,2)
Mopens ESDM B rpymme 14.2)
ESDM model in a group ?
Pabota c MmageHaMu 1(4.2)

Working with infants
|

B Ta6:1. 4 mpencTaBieHbl pe3yJIbTaThl OLIEHKU CTETICHU
00y4YeHMSI TTOIXOMY YYACTBYIOIIMMU B OIIPOCE CTICIINATIM -
cTaMM. AHaJIU3 CIIEIIMAIMCTOB, MPOIICAIINX 00yYeHUe
KOYYMHTY POJUTeNIei, MoKa3ajl, YTO CPeIy HUX MPEICTaB-
JIEHBI CIIELIMAJIMUCThI KakK mnegarornyeckoro (n = 4), tak
M TICUXOJIOTUYECKOTO (1 = 6) TpoduiIs; TAKXKE HET pasiiu-
YUIi 10 OIBITY PabOThI B c(hpepe IMTOMOIIN OCOOBIM ACTSIM.
OOpaiaeT Ha ce0s1 BHUMaHME TOT (haKT, YTO OOJBITUHCT-
B0 (79,3 %) cielaicTOB, ITOMUMO YCTICIIIHOTO OKOHYA-
HUsI OCHOBHOTO 00y4yeHus B paMKax Moaenu ESDM, npo-
JTOJIKWJIN OOYYeHME Ha JOMOTHUTEIBHBIX MOIYJISX.

IIpu ompoce crnenuaarcToB UM OBLT 3aaH BOIPOC
110 TIOBOJIY MX JaJbHEHIINX MJIaHOB Ha oOy4yeHue. B Tabi. 5
MpeCTaBIeHbl 0000IIIEHHBIE PE3YJILTaThl OTBETOB PECITOH-
JIEHTOB Ha BOMPOC O JaJbHEWINMX TUIaHAX ITOBBIIICHUS
cBoel KBaTM(UKALIVN.

Kaxk BuaHO 13 Tab1. 5, He MJIaHUPYIOT MTOBBIIIATH CBOIO
KBaJTM(OUKAIUIO TOJIBKO 1/3 CIeIIManucTOB, OOIBIIMHCT-
BO X€ CIEIUAIMCTOB IIAaHUPYIOT MOBBIIIATH CBOIO KBa-
JUGUKALIMIO C TIOMOIIBIO PAa3IMYHBIX O0YYAIOIINX MOIY-
et B pamkax ESDM.

3

Tabmaua 5. Ilranuposanue nosvluieHus KaIUPUKAUYUU CReYUatucmami
6 pamkax nooxooa /lensepckoii mooeau parreti nomouju (ESDM)

Table 5. Planning for professional development for specialists within

the framework of the Early Start Denver Model (ESDM) approach

Type of training Number of specialists, n (%)
PG 3(12,5)
Supervisions
Koyuunr ponureneit
Parent coaching 6(25,0)
Ceptudukanys
Certification 9.37,5)
Mopnens ESDM B rpymme 2(8,3)
ESDM model in a group ’
Tpenep ESDM
ESDM trainer 2(8,3)
He nnanupyot
Not planning 4(16,7)
He onpenenunuch 3(12.,5)

Not decided yet
|

IIpakTHKa cynepBu3mii B paMKax COOOUIECTBA CIEIHA-
mucrtoB ESDM, pa3padoTka MHAMBHAYAJBHBIX MPOrpamMM
Juisi Aeteid. CyrepBU3MsI CIIELMAINCTOB B MPAKTUKE paHHER
MOMOIIM 3aHMMAET Ba)KHOE MECTO, TaK KaK IMO3BOJISIET
pelaTh MHOXKECTBO 3a/1a4, K KOTOPBIM OTHOCSTCS U 00ec-
reyeHue CTabUIbHOCTH KayecTBa YCIyT paHHE! TOMOIIH,
npodUIaKTUKa HAPYIIEHUsI TOUHOCTH BOCITPOU3BEACHUS
JITOPUTMOB MOJIEJTU, MTOBBILIEHUE KOMITETEHTHOCTH CITe-
LAATKCTOB, TPODUIAKTHKA IMOLIMOHAIBHOTO BBITOPAHUSI.
B Tab65. 6 mpencTaBieHbl OTBETHI CIIEIUATMCTOB Ha BOITPOC
«PaboraeTe 1 BbI 1OJ, UbH-TO CYIIepBU3UEI?».

Tabmua 6. Paboma nod cynepeusueli
Table 6. Work under supervision

Answer

Number of specialists, n (%)

He pa6orato, HO TIIIaHUPYIO

I don’t work, but I plan to 2(8.3)
He paboraro nox cynepBusueit 8 (33,3)
I do not work under supervision ’
PabGoTato mmox cynepBusueii 14 (58.3)

I work under supervision
|

—
(9]
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Kaxk BuaHO 13 TabJ1. 6, IO pery/IsipHOI CyIepBU3Ueit
paboTaloT 6OJIbIIIE TIOJIOBUHBI OIPOIICHHBIX CIICIIUAIMCTOB
(58,3 %); emie 8,3 % miaHupyloT ee moay4darb; 33,3 %
CIIeLIMAINCTOB paboTaloT 6e3 PeryJIIpHOro CyIepBU30pP-
cKoro cornpoBoxaeHust. O6palaet Ha ce6s1 BHUMaHKE TOT
(axt, 9TO B TpYIIIIe CIEUMATNCTOB, KOTOPhIE B JaHHBIM
MOMEHT H€ IIOJIy4aloT CYIEePBM3UI0, OOJBIIMHCTBO
(8 13 10) He UMEIOT AOIOJHUTEILHBIX MOYJIEH MOBbILLIE-
Hug KBanudpukamuu B pamkax ESDM, kpome BBOIZHOTO
1 OCHOBHOTO MopyJeii. Takum oO6pa3oMm, MOXKHO HaOJII0-
JIaTh TCHIEHIINIO, YTO MOJTyYeHHUE CYIICPBU30PCKOM MO~
JIEPKKH MOXET ObITh CBSI3aHO C BHYTPEHHEN yCTaHOBKOM
CIIelIMaIMCTa Ha TPO(eCCUOHATbHOE CAMOPa3BUTHE.

B tabun. 7 npeacTtaBiieHbl OTBETHI Ha Borpoc «Pa3pa-
OarbIBaeTe JIM Bbl POrpaMMy Ul AETEN CaMOCTOSITENb-
Ho?». Kak MOXXHO 3aMeTUTb, NMOoAaBIsIOIIee OONTBITUHCT-
Bo (87,5 %) cnenuaaucToB pa3pabaThIBAIOT IMPOrpaMMy
CaMOCTOSITEJIbHO; He pa3pabaThIBalOT CaMOCTOSITEBHO
MpOrpaMMBblI Il AeTeit TOMbKO 2 crielranaucTa u3 24 onpo-
meHHBIX. [loydyeHHble TaHHbIE 3aKOHOMEPHBI, IIOTOMY
YTO ONpalllMBacMbie HAMU CIICLIMAIMCTHI, KaK IPaBUJIO,
00J1a1a10T OOJIBIINM IMPAKTUIECKUM OITBITOM, YTO MOXKET
JlaBaTh UM MPAKTUYECKOE OCHOBAHUE JIJIsl pa3pabOTKU UH-
JMBUIYaTbHBIX TIpOrpamMM uist aeteit. C Apyroii CTOPOHBI,
u3 21 cnenuanncra, KOTopble pa3padaThIBalOT IMIPOrpaMMy
CaMOCTOSITEJIEHO, TTPOIILIN CePTUMUKAIINIO TOIBKO 6; Ta-
KUM oOpasoMm, 14 cnieuuaaucToB (popMaJbHO HE UMEIOT
OCHOBaHMIA IJIs CAMOCTOSITEIBHOM pa3pabOTKX Iporpam-
MBI, UTO, C TOYKHU 3peHust aBTopoB ESDM, MoXeT sIBISITh-
¢S OTKJIOHEHHEM OT TOYHOCTHU BOCITPOU3BEIEHUSI MOJIEIIH.

Tadémua 7. Pacnpedenenue omeemos Ha éonpoc «Paspabamvieaeme au ol
npoepammy 0451 Oemeii CamocmosmenvHo %
Table 7. Distribution of responses to the question “Do you develop a program

for children yourself?”

Answer

Number of specialists, n (%)

Pa3pabarbiBaio caMoCTOS -
TEJIbLHO
I develop it myself

21 (87,5)

Pa3pabarbiBato caMoCTOS -
TeJIbHO, HO TTOATBEPXKIAI0

Y Kypatopa

I develop it myself, but I confirm
it with the curator

1(4,2)

Her, He pa3zpabarbiBaio
No, I don’t develop it

2(8,3)

YucJo gereii B padoTe, HHTEHCHBHOCTb PAOOTHI C I€Th-
MM, MECTO NPOBEAEHHUST 3AHATHIA M JUTNTETLHOCTh HAXO0XK/IE-
HUs1 peOeHKa B padorte. B Ta0i1. 8 mpeacTaBieHbl pe3yJibra-
THl OTBETOB CIIEI[MAJMCTOB Ha BOIMPOC MHTEPBbIOEpA
0 YKCJIe IeTei, HaXOASIINXCS Ha COMTPOBOXIECHUU B paM-

3

kax ESDM. Kak BunHoO U3 naHHO¥ TabaUILIbI, Y TIOJOBUHBI
ONpaIIMBacMbIX CIIEIIUAICTOB, KOTOPHIC HETIOCPEICTBEH -
HO 3aHMMAIOTCSI C IeThMU, YUCJIO ACTEH Ha COIIPOBOXKIE-
HUU BapbupyeT oT 2—3 10 5, y 1/4 cneiumaiiucToB 3arpy3-
Ka COCTaBJIsIeT OT 6 1o 11 aeTeii; B OTICIBHOM PSIIY CTOSIT
2 cIeluaarcTa, y KOTOPhIX OMHOBPEMEHHO MOJIy4aroT
tepanuio 20 gereil. bonee neTanbHBIA aHAIU3 MOKa3aln,
YTO NaHHBIC CIIEIMAIMCTHI SBISIOTCSI TUPEKTOPaMU 1IeH-
TPOB, YeM M OOBSICHSIETCSI TAKOE OOJIBIIIOE YMCIIO JACTEN,
C KOTOPBIMU OHU paboTaloT.

Taomauna 8. Yucao demeii y cneyuasucma, ¢ KOMopbIMU OH 3AHUMACMCS
6 pamkax Jlensepckoii modeau parreii nomouju (ESDM)

Table 8. Number of children the specialist works with within the framework
of the Early Start Denver Model (ESDM)

Number of children in ESDM
therapy

Number of specialists, n (%)

0
(HO €CTb IC€THU, KOTOPLIX CIIC-

LIUAIACT BEAET KaK KypaTop) 4 (16,7)

(but there are children who are

supervised by a specialist)

2-3 5(20,8)

4 3(12,5)

5 4 (16,7)

6 2(8,3)
2(8,3)

10—11 2(8,3)

20 2(8,3)

Taxkum obpazoM, 0000111asI TOTydEeHHBIE JaHHBIE, MOX~-
HO TOBOPUTH O TOM, UTO CTEIIEHb 3arPy3KH CIIELIUATUCTOB
pa3inyHa, IIPY 3TOM Y TTOJIOBUHBI OIIPOIIEHHBIX CIIeIHa-
JINCTOB OJHOBPEMEHHO IOJIYYaloT Tepamnuio He 6ojee
5 netei.

B 1abs. 9 nmpeacTtaBieHbl cCpeiHUE MaKCUMaJbHbIE
Y MUHUMaJIbHbIC 3HAUEHUST KOJIMYECTBA 3aHATUI B HeJle-
o y neteit. boyree HarISIMHO pacrpeae/ieHre KOJIM4ecTBa
3aHSTUIA TTpeacTaBieHo Ha puc. 1. Kak MOXHO 3aMeTUTb,
B CPEIHEM JIETHU ITOJIy4YaloT MOopsiaKa 4 3aHSATUI B HEIEITIO
B pamkax ESDM, npu 3ToM MUHTEHCUBHOCTb 3aHSTUIA Ba-
pBUpPYET OT 3 10 6 3aHATUIA B HEAEIO.

MecTto nposeaeHus 3anaTuii. OTBevyast Ha BOIIPOC O Me-
cTe TIpoBeleHMs 3aHATUil, 18 (75 %) ONpOILIEeHHBIX CIie-
LIMAJIMCTOB Ha3BaJIi OCHOBHBIM MECTOM IPOBEACHUS 3a-
HITUN KOPPEKIIMOHHBIN LIEHTP WIM YaCTHBI KaOWHET;
6 (25 %) crienMaJMCcTOB B OCHOBHOM IIPOBOIST TE€PAIUIO
Ha JIOMY y ITallMeHTa.
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Taoauna 9. Cpeodnee Koauvecmeo 3aHAMUIL 8 HEOEAI0 ¢ 0OHUM PEOCHKOM
Table 9. Average number of sessions per week with one child

Parameter for counting sessions

Number of sessions per week

Cpez[Hee 3HAYCHUE CPEAHETIO KOJINYCCTBA 3aHATUIA

4,6
Average value of the average number of lessons ’
MenuaHa cpeTHEro KoJamJecTBa 3aHATUI 4
Median of the average number of sessions
CpenHee 3HaUCHNE MAaKCUMAJIbHOTO KOJIMYECTBA 3aHSATHIA 7
Average value of the maximum number of sessions
MennaHa MaKCMMaJIbHOTO KOJIMYECTBA 3aHSATHI 6
Median of the maximum number of sessions
CpenHee 3HaUCHNE MUHUMAIBHOTO KOJIMYECTBA 3aHSATHIA 36
Average value of the minimum number of sessions ?
Menyana MUHUMAJIBHOTO KOJTMYECTBA 3aHATUIA 3

Median of the minimum number of sessions

20
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Puc. 1. JJuacpamma pacnpedesenus unmencusHoCmuy 3aHAmMuil Cneyuaiucmog ¢ demomu

Fig. 1. Distribution diagram of the intensity of specialists’ sessions with children

1

23 24

B ta6n. 10 npencraBiaeHbl pe3yabTaThl aHAIU3a 11U -
TEJIBbHOCTH pabOTHI CIIELIMAIMCTOB C PeOEHKOM B paMKax
nonxona ESDM. Kak M0OxXHO 3aMeTUTh, HAauOOJIbIIIee Y1~
cio crneruanucToB (38 %) paboTaloT ¢ IeTbMU B paMKax
ESDM He Gosnee 1 rona uim gaxe MeHee 3TOro cpoka, 1/3
CITeLIMAJIMCTOB pabOTAIOT ¢ IETbMU OT 1 110 2 JIeT, U MEHee
1/3 crnenmanncToB paboTaloT ¢ AeTbMM 0KoJio 3 JieT. I1o-
JIydeHHBIE Pe3yJIbTaThl MOTYT OBITh BBI3BaHBI Pa3HBIMU
(akropamu, HarrpuMep (HAKTOPOM TSIKECTH HapyIICHUMA
y pebeHka (0osee nerkue opmbl PAC ObIcTpee BBIXOAST

B HOpMY, a 0oJiee CIOXHBIE IETU HYXIAIOTCS B IpYroi
MoOJIeIv Tepanuu, HarpuMep B ABA). BriosiHe Bo3MOXKHO,
YTO MMEET MECTO BJMSHUE (puHAHCOBOTO (akTOopa, Tak
KakK yCJIyTY CIIEUAIMICTOB MIPEIOCTABIISIIOTCS HA KOMMED-
YeCKOUN OCHOBE.

ITonBoas uTor Mo faHHOMY MYHKTY, MOXHO C/eJIaTh
cliefAylolle BBIBOJbI: YMCJIO IETeil, KOTOpble OQHOBpE-
MEHHO HaxOJSTCS Ha CONPOBOXICHUU Y CIIEIIUAIMCTOB,
pPa3IMYHO U BapbupyeT OT 3 10 10; MHTEHCUBHOCTD 3aHSI-
TUl ¢ ogHUM pedbeHkoM Mo ESDM Ttakxe Bapbupyer

—_
2
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Taoauna 10. /iumeavhocms pabomot ¢ demvmu 6 pamkax nooxooa
Ilensepckoii modeau panrei nomouu

Table 10. Duration of work with children within the framework of the Early
Start Denver Model approach

Duration of work, years Number of specialists, n (%)

<1 9(37,5)
1-2 8(33,3)
<3 7(29,2)

B IMaIa3oHe oT 3 10 6 3aHSATHIA B HEIEI0, MeAMaHa CPel-
HEro KOJIMYeCTBa 3aHATUI C peOEHKOM COCTaBJIsIeT 4 3a-
HSTUS B HEACIO; IJIUTSIBHOCTD TTOJTyYeHUST IEThMM Tepa-
MUY TaKXKe pa3IMyHa M COCTABJISIET OT 3 MeC 10 3 JIeT,
B cpeIHeM MpuOamxasch K mokasarento 1 roa. Takum
00pa3oM, 110 JaHHBIM ITapamMeTpaM MOXHO HaOJII01aTh,
yro npuMeHeHrue ESDM He nmeeT Kakoro-inoo e1mHo-
00pa3usi, IIpy 3TOM HabJII0AaeTCs YeTKOE OTJIMIKE OT J10-
Ka3zaHHOTo ajropuTMma ucnonb3oBaHuss ESDM ¢ Touku
3peHUs] MHTCHCUBHOCTH 3aHSITMI B HEIeJ0; B paMKax
POCCUIACKOI MPAKTUKKU IIPUMEHEHWSI MOJIEIN 3Ta MHTEH-
CHBHOCTbD CYIIIECTBEHHO HIIKE, JAaHHBIA (haKT MOXKET CBH-
JIETeJIbCTBOBATh O TOM, UYTO POCCHIICKAs MIPAKTHUKa MPH-
MmeHeHus1 moaenn ESDM HykpaeTcsl B UCCIeIOBaHUSX,
JTIOKa3bIBaloIINX e 3P HEKTUBHOCTD.

Yuactue, 00y4eHue U BOBJIeUEHHE POUTEIEH B IPOIECC
nomomy pedeHky B pamkax ESDM. B Ta6:1. 11 npencras-
JIGHO pacIipelieieHe OTBETOB CIIEIMAIMCTOB Ha BOIIPOC
0 TOM, IIPUCYTCTBYIOT JIM POAMTEIIM MAIlUEHTOB Yy HUX
Ha 3aHaTusX B paMkax ESDM. Kak MoxXHO 3aMeTUTh,
y TIOJIOBUHBI CIIEIIUATIMCTOB POAUTENIN AeTEi, KaK IpaBHy-
JIO, IPUCYTCTBYIOT Ha 3aHATUsX; y 20,8 % crielinajrucToB
YacTh POAUTEJIEH TPUCYTCTBYIOT, @ YaCcTh — HeT; vy 29,2 %
CIICLIMAINCTOB POIUTEIM Ha 3aHATHIX Yallle He TTPUCYT-

Taomaua 11. /Ipucymcmeue pooumeneii nayueHmos Ha 3aHAMUSX

Table 11. Presence of patients’ parents in sessions

Number
of specialists, n (%)

Parents’ presence at lessons

Kaxk npaBuiio, mprcyTCTBYIOT

As a rule, they are present 12(50,0)
YacTp ponuTteseii mpuUCyTCTBYIOT,

Y4acTb — HET, YaCTh — HE BCErma 5(20,8)
Some parents are present, some are not, >
and some are not always present

Yaiue HeT 7(29,2)

More often not
|

3

cTByIOT. HaGmonaeTcst TeHACHIIMS, YTO Y TPYIIIIBI CIICII -
AJIMCTOB, Y KOTOPBIX POIUTEIN HE IPUCYTCTBYIOT Ha 3aHsI-
TUSIX, KaK TTPpaBUJIO, MEHbIIIe OIbIiTa MpuMeHeHuss ESDM,
YeM y TPYIIIBI CIEIUATUCTOB, Y KOTOPBIX POIUTEIN ITPH-
CYTCTBYIOT Ha 3aHSATHSIX.

B 1a6a. 12 mpencraBieHbl OTBETHI CIIELIMATNCTOB
Ha BOIPOC 00 yJacTUM POAMUTEICH AIUEHTOR B IIPOBOIM -
MBIX 3aHATUSX. Kak MOXXHO 3aMETUTh, OTBETHI CITCLIMAII -
CTOB pa3leIINCh TOPOBHY: Y TTOJIOBUHBI CIICIIUATNCTOB
POIUTENIN TaK WY MHAYE SIBJISIIOTCSI CKOPEEe BOBJICUCHHBI-
MU B 3aHSITHUSI, ApyTasi MOJOBUHA CIIELIMAICTOB COOOIIH -
JIK O TOM, UTO POAUTEIIU MPEUMYILECTBEHHO HE BOBJICYEHBI
Y HE YYaCTBYIOT B 3aHATHAX. COMOCTaBIIEHNE ITOTyYeHHBIX
PE3YyJIBTAaTOB C IPOXOXKACHUEM CITCLIMATUCTAMU O0yICHUS
KOYYMHTY POIUTEJICH TT0KAa3aJl0, YTO B IPYIIIE CIeIAaT-
CTOB, 3asIBUBIIMX 00 aKTUBHOM Y4aCTUU POIUTEJIEH, TIPO-
LIeJIIUX JaHHOe oOydeHMe ObLIO 5 13 12; B rpyme xe
CITELIMAJINCTOB, KOTOPBIC 3asIBUJIM O TOM, YTO POIUTEIIN
MPEUMYILECTBEHHO HE YUYACTBYIOT B 3aHSATUH, TIPOIICAIIINX
00yueHMe KOYUUHTY ObLIO UyTh MeHbIIe — 4 13 12. JlaHHbIe
Ppe3yJIBTaThl MOTYT CBUAETEILCTBOBATh O TOM, YTO caM (PakT
00y4YeHHUsI CTICIIUATMCTOB KOYYMHTY POIUTEIIEH B paMKax
noaxoaa ESDM moxeT He oKa3biBaTh CYLIECTBEHHOTIO
BJIVSTHYSI Ha y9acTHE POIUTEIIC B 3aHITHSIX.

Taoauna 12. Yuacmue podumeneii nayuenmoe 6 npoooUMbIX 3aHAMUSX
Table 12. Participation of patients’ parents in the sessions

Number
of specialists, n (%)

Parental participation in the sessions

yqaCTByIOT U IBITAOTCA 3aHUMAaTh-
cAac pGGGHKOM JloMa Ui IMpocTo

HaOTIOMAI0T 12 (50,0)
Participate and try to engage with the child

at home, or simply observe

HpeI/IMyH.IeCTBeHHO HE y4aCTBYIOT 12 ( 50’ 0)

Mostly do not participate
|

Kaxk BugHO 13 Tab1. 13, 60JbIIMHCTBO OMPOIIEHHBIX
crienuanucToB (62,5 %) 3asiBUJIM O TOM, YTO CTApalOTCsI
BOBJICYb B ITPOLIECC POAUTENICH pa3HBIMM CIIOCOOaMU, Cpe-
JI KOTOPBIX KOMMEHTHPOBAHKUE TOTO, YTO JeJIaeT CIICIIM -
aJIuCcT, 0OCYXIeHUEe 3aHSITHS, IPOCMOTP BUACO3aIUCH
dbparmMeHTOB 3aHATUIL. [pyras 4acTh CHEUAIMCTOB
(37,5 %) 3assBUIM O TOM, YTO, CKOpEe, He BOBJIEKAIOT PO-
JUTEJIe WITH JeJIaloT 3TO 10 MX XXeaHuio. [1pu 3ToM cTo-
WT OTMETUTD, YTO B IPYITIIE «BOBJICKAIOIINX» CITCIIUATNCTOB
JIOJISI TIPOIIEIIINX O0y4eHME KOYUYUMHTY ponuTteneii Ha 20 %
BBIIIE, YEM B TPYIIIIE «HE BOBJIEKaIOIIMX». MHTepeceH TOT
(hakT, 4TO B KAXKAOM M3 IPYIIIT €CTh CHSLIUATMCTHI KaK IIPo-
HIeAIre o0y4eHrue KOydYuHTY PoauTelieid, TaK U He TIPo-
meaniMe 1aHHoe odydeHue. I1pu 3TOM Tpymnmbl MOYTH
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Taomuna 13. Pacnpedenerue omeemos Ha 60npoc 0 806AeHeHUU CREUUAAUCMAMU POOUMeneil NALUEHMOE 8 3aHamue 6 pamkax Jleneepckoll Mooeu pantell

nomowu

Table 13. Distribution of responses to the question about the involvement of patients’ parents in the Early Start Denver Model

Generalized response from specialists

Number of specialists,
n (%)

Number of specialists who

completed coaching training, Average duration

n/N (%) of the model use, years
BoBrnekalot ponuTtesieii pa3HBIMU CITOCOOAMM
Involve parents in different ways 15(62,5) 8/15(53,3) 3,2
TIpenMyIIeCTBEHHO He BOBJICKAIOT POIUTENEH 9(37.5) 3/9 (33,3) 31

Mostly do not involve parents

HE pa3JnJaloTcs 110 CPeIHEMY BPEMEHU MTPOIOIKUTEIIb-
HocTtu npuMeHeHus1 ESDM Ha mpakTuke.

Ha Bonpoc unTtepsbioepa «Cunraere M Bbl BaXKHBIM
o0yyaTh poauteneit npuHuunam ESDM?» Bce crielinanu-
CThI, IPUHSBIINE YIaCTHE B OIPOCE, OTBETUIIN YTBEPIM -
TeNbHO, U3 HUX 3 (12 %) nobGaBWIM, YTO 3TO HYKHO JIe/IaTh
Bcerna v 00s13aTeIbHO.

Kak MoxHO yBHIETh U3 Ta0. 14, 54,2 % cneuuanu-
CTOB yKa3aJIi Ha TO, YTO OOJIBIIMHCTBO POAMTENICH AeTEl,
C KOTOPBIMU OHU TPOBOIAIT 3aHATUS B pamkax ESDM,
TPEHUPYIOT CO CBOMMU JIETbMU HABBIKM M3 ITPOTPaMMBbI
JIoMa («peryJIIpHO», «Ia, BMECTE COCTABJISIEM ITPOrPaMMYy,
POIUTENIN CTapaloTCsl TPEHMPOBATh HABBIKY IoMa»), 25 %
CITCLIMAJIMCTOB OTBETHUIIN, YTO JaHHbIE HABBIKU TPEHUPYET
TOJIBKO TOJIOBMHA POAUTEINIEN («4aCTO B Hayajie OOJIbIIMH-
CTBO POAMTEJICH MOAKIIIOUAIOTCS K JOMalllHeil padore,
HO MHOTIJA yCTaloT, CO BpeMEHEM HaYMHAIOT YCTaBaTh;
0k0J10 20 % akTUBHO BOBjIeYeHb!, 50 % — B cpeaHell BO-
pliedeHHOCTH, 30 % — HU3KO BOBJIEUCHEI»), 20,8 % crienm-

aJIMCTOB YKa3aJlv, YTO JaHHbIC HABBIKM TPEHUPYET MEHBIIIast
4yacTh POOUTENICH WM He TpeHUpyeT BoBce. ObOpalaeT
Ha ce0s1 BHUMaHUeE TOT (hakT, YTO B IPYIIIIE CIICIIMAIMCTOB,
B KOTOPOI1 OOJBIIMHCTBO POAUTENIEHd B OCHOBHOM TPEHU -
pPYIOT HaBBIKM pebeHKa, ToJIbKo 46,1 % creinuaarucToB
MPOILIA 00yYeHUE KOYIUHTY.

Kak BumHO 13 Ta0:1. 15, Tonbko 34,7 % crielinaiancToB
MPOBOJIAT PETyJISIpHBIE 00yJalolIue CECCUM IIJIST POIUTE -
neii, 47,8 % crienmaaucToB MPOBOAST MX HEPETYISIPHO
WM 1O 3alpocy OT poauteeid, 17,5 % crnenuaiucToB
HE TIPOBOJISIT MOJO0OHBIE MEPOITPUSTHS.

IMonmBoas UTOrM NPaKTUKK yIaCTHsI, BOBJICUSHUS U 00Y-
yeHus poauteneit B pamkax ESDM, MmoxHoO caenatsb clie-
JIYIOIIYE BHIBOMIBI: OOJIbIIIE TIOJIOBUHEI CITEIIMATUCTOB IThI-
TAlOTCs BOBJIEYb POAUTENIECH B paMKaX 3aHSATUI M MHBIX
MEPOIIPUSITUIA, HO, TIO BCEI BUMUMOCTH, 3TO MOJY4aeTCs
HE y BCEX CIICLIMAIIMCTOB, YTO, BO3MOXHO, CBSI3aHO C OT-
CYTCTBUEM 3aIIpoca CO CTOPOHBI poAUTEIIel Ha ITOA00HO-
'O pojia BOBJIeueHKe. B utore B pe3yabsraTe orpoca MOXHO

Taomuna 14. Pacnpedenenue omeemog na sonpoc «4acmo au podumenu 6 eauieil npaKkmuke mpeHupyiom Haeblku pedeHKa Uz nPpoepammbl 6 OOMAUWHUX YCAOGUSX

CamocmosamensHo

Table 14. Distribution of responses to the question “In your practice, do parents ofien practice their child’s skills from the program at home on their own?”

Generalized response from specialists

Number
of specialists, n (%)

Number of specialists who
completed coaching training,

/N (%) Average duration

BosbIIMHCTBO ponuTeiel TPEHUPYIOT HaBbIKK TOMa
Most parents practice skills at home

[TosioBMHA TPEHUPYIOT, a TOJIOBUHA — HET
Half of parents practice skills, and half of them don’t

TpeHupyeT TOJIbKO MEHbIIIAS YacTh, WJIA HE TPEHUPYIOT
COBCEM

Only a minority of parents practices skills, or they don't practice
skills at all

of model use, years

3,3 (MmenuaHa /

13 (54,2) 6/13 (46,1) el 25y
6(25.0) 4/5 (80,0) S é?:ﬁﬂ‘ffz‘% )/
5(20,8) 0/5 (0) 3,17 (menuaHa /

median = 3)

—
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Tabmaua 15. Pacnpedenerue omeemog cneyuarucmos Ha eonpoc «IIposooume au 6ol kKoyuuHe pooumenel uau opyeue ooyuarouue ceccuu ?»
Table 15. Distribution of specialists’ responses to the question “Do you conduct parent coaching or other training sessions?”

Generalized response from specialists

Number of specialists who completed
coaching training, n/N (%)

Number
of specialists, n (%)

[IpoBoxy peryisspHO (ceMUHApPhI, 0OyYAIOIIKNE CECCUM, KOYIHMHT,

00CYXIEHUS C POIUTESIMMU)

I conduct seminars, training sessions, coaching, and discussions with parents

regularly

He Bcerna, penko, o 3ampocy poauTeien
Not always, rarely, at the request of parents

Her
No

8 (34,7) 4/8 (50,0)
11 (47,8) 6/11 (54,5)
4(17,5) 1/4 (25,0)

YCTaHOBUTb, YTO TOJILKO MOJIOBMHA POAUTENICH AeTeit, o-
Jydarolmx rmomoiils B pamkax ESDM, yuacTBYIOT B 3TOM
TMPOLIECCE U ITBITAIOTCS MPOAOJIKATH Pa3BUBAIOIIIE 3aHITHS
JUUISL CBOMX ACTE B MOMAIIHMX ycaoBUsX. IloaydeHHBIE
JIaHHbIE MOTYT YKa3bIBaTh Ha TOT (haKT, YTO pOCCUIiCKas
npakTtuka npuMmeHeHus: ESDM no mapameTpy oOyueHust
M BOBJICYEHMSI POJUTEJICH TOJBKO B TOJIOBUHE CIIydaeB
MOXET COOTBETCTBOBATh TOKa3aHHBIM aJITOPUTMaM IIpH-
meHeHust ESDM, B paMKax KOTOPOro MpearuchiBaloTCs
peryyisipHoe o0y4eHMe POIUTENIe M CaMOCTOSITEeIbHAS
MPaKTHKa POIUTENICH CO CBOMMU IETHhMU JOMA.

'YI0BJIETBOPEHHOCTb MOJIEJIbIO, 3aAMEeYaHHS U TIPEII0Ke-
HHSl YYACTHHKOB onpoca. B Tab. 16 mpeactaBieHb! IUTAThI
13 OTBETOB CHELMAIMCTOB Ha BOITPOC 00 YIOBIETBOPEHHOCTH
ESDM. OTBeThbl y4aCTHUKOB OIpOCa pa3neananuch IMOYTH
ITOPOBHY, B MEPBYIO IPYIIITY TOMAIX CICHMATUCTBI, OTBETHI
KOTOPBIX CBUJIETEILCTBYIOT O TIOJIHOM YIOBJIETBOPEHHOCTH
MOJIEJIbI0, OHU CUYMTAIOT JaHHYI0 MOAeb 3(PGhEKTUBHOM
W He BUST B Heil KaKMX-JIM00 OrpaHUYEHU, JaXke TeX, KO-
TOpBIC TIPOIUCAHBI B TOKA3aHHBIX aITOPUTMaX UCCIIENOBa-
HUSI; K TaKOM TpyIine ObIJI0 OTHECEHO 13 CrieluanicToB,
w54 % olpolleHHBIX. B OOJIBIIIMHCTBE OTBETOB JaHHOM
TPYITIBI CHELUAIMCTOB KPOME CJIOB «XOpOILasi MOIEb, OYeHb
HPaBUTCST» ObUIN CIOBOCOYETAHMST «BHIHA TMHAMMKA» U «XO-
polmii pe3yasraTs. [1ogo0HbIe OTBETHI MOTYT CBUICTEIIBCT-
BOBAaTh O TOM, YTO CAMH CIICLIMAJIMCTHI ITOIX0Ia MOTYT IOCTa-
TOYHO XOPOIIO (DMKCUPOBATh ITOJIOKHUTEIbHBIC N3MEHEHMS
B COCTOSTHUM peOeHKa U TPaHCIMPOBaTh 3TO 3HAHUE POIUTE-
JISIM, YTO, B CBOIO OYEPEIIb, MOXKET ITOJIOXKUTETBHO CKa3bIBaTh-
¢s1 Ha MOTMBAIIM POIAMTEICH ITPONOIIKATH 3aHSTHS B paMKax
JTAaHHOK Moziei. B aToi1 rpyrime 6bU10 6 CrIeLIMAaIMCTOB, ITPO-
LISAIIMX 00yYeHUE KOYYMHTY POIUTEICH.

Bo BTOpYIO rpynily ObUIM OTHECEHBI CIICIIUATUCTHI,
B OTBETaX KOTOPBIX €CTh yKa3aHKe Ha HEKOTOPhIE OTpaHu -

YeHUsST MOJIEJIN; B TaHHBIX OTBETaX €CTh OrpaHUYCHMSI,
KOTOPBIE COBITAAAIOT C JOKA3aHHBIMU aJITOPUTMaMM ITPH -
MEeHEeHMST (HapyuMep, «€CIIA POIUTETN BKITIOUECHBI B TTPO-
1IECC, MOJIE/Ib IAeT 3aMeYaTeIbHbIC PE3YJIBTaThl» WIM «C TS -
JKEJIBIMU IEThMH (C TIpoOIeMaMU ¢ MOTOPHOM UMUTALIUEH)
Jydiie noakiodatb ABA»), Takke eCTb 2 OTBETa O TOM,
YTO B HEKOTOPHBIX CIIy4Yasix Hy>KeH KOMITJICKCHBII ITOIXOI,
B paMKax KOTOPOTO ¢ pe6eHKOM OyaeT paboTaTh KOMaHaa
CITeLIMAINCTOB («XOpolllasi METOIMKA, HO €CJIN Y peOeHKa
€CThb CJIOKHOCTH, MOTOPHBIC HapyIlIeHUsI, UTHOTIA He0O0-
XOIUM CIEITUAINCT IT0 CEHCOPHOI MHTETpaliiM, alalTuB-
HOI (PU3KYJIBTYpE, TIPY PEYEBBIX HAPYIICHUSIX — JIOTOIIC»,
«ymnoBJeTBOpeHHOCTh Ha 80 %, IS YCHEIIHOM Tepanuu
HY>KHBI CMEXXHbIe 3HaHUsI, Heliporicuxojorusi, ABA, 3Ha-
HUS 0 (PUBUYECKOM U CEHCOPHOM pPa3BUTUM»). TaKuM
00pa3oM, BCe YIaCTBYIOIIME B OTIPOCE CIIELIMAIUCTHI YI0B-
snetBopeHbl ESDM, yacTh crienimaaucToB He BUIUT B 1aH-
HOW METOAMKE OTPAaHNYEHUA, IpyTrue XKe BUIAT OrpaHnye-
HMSI, KOTOpBIE B HEll IEHCTBUTEILHO €CTh, TaK KaK JIr00ast
MOJIEJIb HE MOXET OBbITh YHUBEPCAIbHOI1; B KAYeCTBE aJlb-
TEPHATUBBI B CJIOKHBIX CITy4Yasix OOJIBIIMHCTBO CIICIIAI-
CTOB CUMTAIOT, YTO HYKHO UCIOJb30BaTh ABA, 2 cieliu-
aJlCTa TOBOPSIT O HEOOXOAMMOCTU KOMILIEKCHOIO
noaxona. B maHHOI rpyrine ObLI0 TOMLKO 3 CIeLMAINCTa,
MPOIICAIINX O0YyYeHNE KOYUMHTY POAUTEICH.

ITogBomst utor olieHKU yaoBieTBopeHHOocTM ESDM
MPaKTUKYIOIIUMU 3Ty MOJEIb CIEIUATUCTaAMU, MOXHO
TOBOPUTH O BEICOKOI yIOBIIETBOPEHHOCTH OJ1aromapst Ha-
JIMYUIO CPEACTB OLIEHKU Pe3yJibTaTa; 10CTaTOYHO OOJIbIIIast
yacTh crienmaauctoB ESDM noHuMaeT Haiuvue orpaHu-
YEHUI1 B JaHHOM ITOJXOJIE, B KAUECTBE aJIkTePHATUBBI 00JIb-
IIMHCTBO CIEIMAIMCTOB IPEAIIoaraioT npopeaeHue ABA-
Tepanydy, MEHbIasl Y4acTh CIEIUAJUCTOB BBICTYIIaeT
3a MCIOJIb30BaHUE MEXIMCIIUIIMHAPHOTO MOIXO0/1a.
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Tabmua 16. Pacnpedenenue omeemos cneyuanricnmos Ha 60npoc «Yooenemeopernl A 8bl pe3yabmamamu NPUMeHeHUs Memoouku Jleneepckoli mooeau pauHeii
nomowu (ESDM) ? Hackonvko oHa no3eonsiem peutams npobaemvl demeii ¢ aymuszmom 6 eauteli npakmuxe %

Table 16. Distribution of specialists’ responses to the question “Are you satisfied with the results of applying the Early Start Denver Model (ESDM) methodology ?
To what extent does it help solve the problems of children with autism in your practice?”

Specialists’ answers Number Level of study
of specialists, and plans
n (%)

[TomHOCTBIO YIOBIIETBOPEHHI («OYEHb HPABUTCS, HE BYDKY HEOCTATKOB M OTPAHUYEHMIN»):
+ JleHBepcKasi MOJie/Ib OY€Hb HPABUTCSI, C MAJIBIILIAMU 3TO JYYLIMi BApUAHT, IETH
OYEHb XOPOIIIO BKITIOYAIOTCS B ITPOLIECC
» OueHb ynayHasi MOJIeJib, TIPEKPACHO MOIXOAMT ACTSIM
* OueHb HPaBUTCS, BCEra 3aMEeTHA AMHAMUKA
» OdYeHb HPABUTCS, BCET/IA IMOIyYaeTCs JOOMBATHCS TMHAMUKY U TIpOrpecca
+ JleHBepcKast MOJIe/Ib HA PaHHEM 3Tarle JaeT OUYeHb XOPOIIUE Pe3y IbTaTh
* OfHa 13 JIy9IIUX METOTUK
» OueHb ynoBIeTBOpeHa, 3(hdeKTUBHASI METOAMKA, BCETA BUICH PE3yIbTaT
» OueHb YIOBIETBOPEHA; €CIIU JETU MaJIEHbKIE, PE3yJIbTaThl 3aMETHEE
* OueHb yIOBIETBOPEHA; AMHAMUKA BCET/IA CTh, JaKe KOTa POJUTENN He OYeHb
BOBJICUEHEI
+ Ila, oueHb JIOBOJIbHA pe3y/IbTaTaMKi
* Ouenb! Xopoline pe3yibTaThl, BCeraa BUIHA AMHAMUKA, AKTUBHO MPUMEHSIIO, T1a-
HUPYIO TPUMEHSTh U COBEPIICHCTBOBAThCS B PAMKAX 3TOW METOAUKHU
* OueHb HPAaBUTCS, MOJIOXUTETbHAS AMHAMUKA OT 3aHITUI HabIoaeTcs Bceraa
» OueHb 10BOJIbHA MOJIEJIbIO, peOEHOK B HEM XOPOIIO HAYMHAET YyBCTBOBATh CBOU
TpaHWIIBI, (HOPMUPOBATH MIPEACTABIEHUE O ce0e
* Meroaunka MMeeT UCKITIOYUTEIbHbIN MOTEHIIUAI
* Jla. Db bheKTUBHBIN CIOCO0 HATAAUTh COTPYAHUYECTBO C MAJIbIIIIOM. Tak KaK OCHOB-
Hoe HampaieHue eHTpa — ABA, ESDM no3BoJisier HauaTh Tepanuio, MHOTUX B
JaJTbHEUIIIEM ITIEPEBOAMM IOCTEIIEHHO B CTPYKTYpy ABA 13 (54,2)
Completely satisfied (“I really like it; [ don’t see any downsides or limitations”):
« I really like the Denver model; it’s the best option for little ones; they’re very engaged
in the process
« It’s a very successful model, perfect for children
« I really like it; progress is always noticeable

6 crenuanIcToB
TMPOIIUIU O0yYeHUe
KOYYMHTY,

8 u3 13 ciermanu-
CTOB IUTAHUPYIOT
o0yJeHue (cepTu-
(dukanuio) B pamkax
noaxoxa ESDM
6 specialists have
completed coaching
training,

8 out of 13 specialists
are planning training

. . certification
« [ really like it; I always manage to achieve progress and progress ,( . )
within the ESDM
» The Denver model produces very good results early on
approach

* One of the best methods

* I’m very satisfied; it’s an effective method; results are always visible

* I’m very satisfied; the results are more noticeable when the children are young

* I’m very satisfied; progress is always visible, even when parents aren’t very involved

* Yes, I’'m very pleased with the results

» Very! Good results, always visible progress, | actively use this method, plan to use it,
and improve my skills within it

« I really like it; I always see positive results from the sessions

* I’m very pleased with the model; a child is beginning to feel his boundaries and develops
a sense of self

» The method has exceptional potential

- Yes. It’s an effective way to establish collaboration with the child. Since the center’s
main focus is ABA, ESDM allows us to begin therapy, and we gradually transition
many of them to ABA

\9]
—_

s OPWTUHANBHbBIE CTATbU | ORIGINAL REPORTS



wsss' IIETCKOM CHILD 3
HEBPOAOI'MM | NEUROLOGY

Okonyanue maba. 16
End of table 16

Specialists’ answers Number Level of study
of specialists, and plans
n (%)

YI0oBI€TBOPEHbI, HO BUIAT OrpaHUuYeHUs («HpaBUTCS, 3((HEKTUBHO, HO MPY OIPEIEICH-

HBIX YCJIOBUSIX, €CTb OTPAHUYEHUSI»):

* C TsoKeTbIMU JETEMU (C TIPOOJIeMaMy C MOTOPHOM MMUTALIE) JTyqlire moakitoyath ABA

* Jla, o9eHb HPaBUTCSI, HO OBIBAIOT UCKITIOUEHUSI, KOTOPBIM JleHBepCcKast MOIeIb He IO/~
XOIUT; TIOKa B pabOTe OBLI TOJIHKO OIMH PEOEHOK, Y KOTOPOTO ITPOrpecc He HaOIoacs

+ Xopoliiasi MeToauKa, HO, €CTi Y peOeHKa eCTh CJIOKHOCTH, MOTOPHBIE HAPYILIEHUSI,
WHOTIa HEOOXOIMM CTeLIMATKCT [0 CEHCOPHOW MHTETrpaluy, afanTUBHON (GU3KYJIBTYpE,
TP PEYEBBIX HAPYIIEHUSIX — JIOTOTET

* JleHBepcKast MOJeJIb OY€Hb XOPOIIIO MIOAXOANT JETSIM, Y KOTOPHIX BEICOKUI TIOTEHITIHAT,
B TSDKEJIBIX CITydastx JIydiiie KoMOMHUpoBath ee ¢ ABA

» YacTo momoraert, HO [UIsl eTel ¢ TsokeabiMu aeduiiuraMu ABA adhdekTuBHee

» OueHb-04YeHb HpaBUTCs. [leHBepcKast MOJIENb, €CIM POIUTEM BKIIOUEHBI B IPOLIECC,
JTaeT 3aMeyvaTesIbHble Pe3yJIbTaThl

* Jla, HO HY)XHO CMOTpETb 10 peOEHKY, HEKOTOPBIM (TsIXKesIbIM) JleHBepcKast MOJIEb
MOXET He TIOJJOUTH

* J1a, HO HEKOTOPBIE CIIOKHBIE BOIIPOCHI (HETTPAaBUILHOE TTOBEIEHNE) C IIOMOIIBIO METO-

MKW He pelraroTcs, Torna npuMeHsieM ABA 3 crienanuncTa
» OueHb Xopolilas MeToArKa, KpaliHe a¢h(GeKTUBHA s AeTel 63 OCI0XKHEHUM, MTHOTIa MPOLLUTA 00yYeHue
TOJIBKO HE MOAXOMUT TSKEJIbIM IeTSIM (MM Jiydlle moaxoaut ABA) KOYYMHTY,
* OueHb HPAaBUTCSI METOAMKA, Yallle BCETO IMO3BOJISIET PellaTh BCe MPOOIeMbl; HeOOIbIIast 6 u3 11 ruraHupy-
TIOJISL AeTeit HyxkmaeTcs emne B ABA IOT TajibHelIIee
* YnoBneTBopeHHOCTh Ha 80 %, IS yCIIEIIHOM TEPAITK HY>KHbI CMEXHBIE 3HAHUS, 0o0yJeHHe B paMKax
Heliporicuxonorusi, ABA, 3HaHUS 0 HYU3MYECKOM M CEHCOPHOM Pa3BUTUH 11 (45,8) noaxona ESDM
Satisfied, but see limitations (“I like it, it’s effective, but under certain conditions, there are 3 specialists have
limitations”): completed coaching
« For children with severe motor imitation problems, it’s better to incorporate ABA training, 6 out of 11
* Yes, I really like it, but there are exceptions for whom the Denver model isn’t suitable; so far, we’ve specialists are planning
only worked with one child who didn’t show any progress further training within
« It’s a good method, but if a child has difficulties or motor impairments, a specialist in sensory the ESDM approach

integration or adaptive physical education is sometimes needed. A speech therapist is needed for
speech impairments

» The Denver model is very well suited for children with high potential; in severe cases, it’s better to
combine it with ABA

« It often helps, but for children with severe deficits, ABA is more effective

« I really, really like it. The Denver model, when parents are involved, produces excellent results

* Yes, but you need to look at the child individually; the Denver model may not be suitable for some
(severe) children

* Yes, but some complex issues (incorrect behavior) cannot be resolved with this method, so we use
ABA

* A very good method, extremely effective for children without complications. However, it is sometimes
not suitable for children with severe disabilities (ABA is better for them)

« I really like this method; it often resolves all problems; a small percentage of children also require
ABA

+ 80 % satisfaction rate. Successful therapy requires related knowledge of neuropsychology, ABA,
and physical and sensory development

IIpumenanue. ABA — npuixaadnoii ananus nosedeus.

Note. ABA — applied behavior analysis.
|
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Cretmanuctsl nogxona ESDM, yuacTBoBaBILIME B UC-
ClIeIOBaHUU, KaK IPAaBUJIO, UMEIOT ICUXOJOTHIECKOE
WJIU TIeIaroruyeckoe 6a30B0e BhICIee 00pa30BaHUE; CIIe-
HM(UUECKUX pa3InIuii o THIYy 6a30BOro 00pa3oBaHUs
He HaOJiomaeTcs.

BoJbIIMHCTBO ONPOILIEHHBIX CISIIUATMCTOB MOAX0aa
ESDM xopoiio 3HakoMbI ¢ TTogxoaoM ABA kak ¢ Teope-
TUYECKOI, TaK M C IPAKTUYECKOM CTOPOHBI M UMEIOT OTTBIT
paboThl B JTaHHOM IOAXO/IE.

Cneunanuctel ESDM, yyacTtBOBaBIlIME B OIpoce,
HMMEIOT Pa3IUYHbIi OMBIT PabOTHI B chepe ITOMOIIU 0OCO-
ObIM JIeTsIM — OT 3 10 6osee 20 JieT; OOJIBIIMHCTBO CIIELI-
aJIMCTOB CTPEMSTCS MOBBIIIATH CBOIO KBaJIM(UKALIUIO
Kak B pamkax ESDM, tak u 3a ee nipeaeaaMu.

IIpumepno 2/3 cnenuanuctoB ESDM noHumatrot
U OCYIIECTBJISIIOT CBOIO pabOTY Mo cynepBusueit, 1/3 pa-
00TaloT 63 CyIlepBU3UN.

IMonasnsiolee GOJBIIMHCTBO CHSIIUAIMCTOB pa3pa-
0aTbIBAIOT MHAMBUIYAIBHYIO ITPOrpaMMYy IS IETel caMo-
CTOSITEJIBHO, HE MMes TP 3TOM CTaTyca CepTU(ULIMpPO-
BaAaHHOTO TepameBTa, 4YTO SBJSIETCS OTKIOHEHHEM
OT TOYHOCTHU BOCIIPOM3BEACHUST MOJIEIIH.

CrenuaarcThbl MOIEIN UMEIOT B PabOTe OMHOBPEMEH-
HO pa3IMYHOE YKCJIO AETEi, Y TTIOJIOBUHBI CIICIINATUCTOB
5TO YMCJIO HE MPEBBIIIACT 5.

MHTEHCHBHOCTD 3aHSTHI C KaXKIbIM pEOEHKOM 110 MO-
mern ESDM BapwupyeT oT 3 10 6 3aHATHIT B HEIEIIO
U B CPEIHEM COCTaBJISIET 4 3aHATHS B HENIEIIO, UTO CYIIe-
CTBEHHO OTJIMYAETCS OT JOKA3aHHOT'O aJIrTOpUTMa ITpUMe-
HeHus mopaenu. [IpomnoXUTeIbHOCTh BMENIAaTeIbCTBA
TaKKe BapbUpyeT OT 3 Mec 10 3 JIET, HO B CPETHEM IpU-
omxaeTcs K 1 roay Teparuu.

Creunanuctsl nonxoga ESDM npusHaioT BakHOCTb
KOYYMHTIa pOIuTeIieit, 60Jiee TTOJJOBUHBI U3 HUX ITBITAIOTCS
BOBJICYb POIUTENICH B IMPOIECC TTOMOIIM, HO PE3YJIbTaThl
OITpOca MOKa3bIBAIOT, YTO MOJTHOIIEHHOE BKIIIOYEHHUE PO-
JIATEJIE B ITPOLIECC TTOMOIIY MPOUCXOIUT TOJIBKO Y TIOJIO-
BMHBI CIICLIMAJIMCTOB, IIPY 3TOM IPOXOXKIEHUE CIICIIMAII -
CcTaMU Kypca KOYYMHTa POJIUTENICH 0Ka3bIBaeT HEKOTOPOE
BJIMSTHUE, HO OHO HeE SIBJISIETCST ONPEACIISIOIIIM.

CrneumavcThl noaxoaa ynonnersopeHsl ESDM, oco-
OcHHO MomuYepKuBas (pakTop HATJISIHOCTHM IIporpecca,
MPU 3TOM MOJIOBUHA CITELIMATMCTOB MTOHUMAIOT OTpaHU-
YEHUSI TIOIX0/1A, MPOMKMCAHHbBIE B JOKa3aHHBIX aJITOPUTMAaX
MPUMEHEHUsI, B BUJIe HEIOCTaTOYHON 3(pPeKTUBHOCTH
moaenu Jist aeteit ¢ PAC ¢ BeIpaxkeHHBIMU HapyLIEeHUSIMU
B pa3BuTUU. YacTh CIEIMAIMCTOB BbICKA3AIMCh O HEOO-
xoaumocTu gonoiaHeHuss ESDM nyreM mpuBliedeHUsI
JIPYTUX CIICLIMAJIMCTOB, IPUMEHEHUST 00Jiee KOMIUIEKCHO-
rO U MEXIUCIUIIMHAPHOIO TIOIX0/Ia Ha PETYJISIPHOM OC-
HoBe, a Takxke ABA-Tepanuu.

IMogxon ESDM mnipogonkaeT akTUBHO pa3BUBaThCS
B Poccuu, aToMy crtiocoOCTBYIOT KaK MyOJIMKAIMsI HayYHbIX

3

HCCIIeOBaHMIA 110 3((MEKTUBHOCTH JaHHOTO METO/a, -
pOKOe IIpU3HAHUE TTOIX0a CPEAU Bpadeid, MPUIepKUBAIO-
IIUXCSl TIPUHITMIIOB HayYHOM TOKAa3aHHOCTH, TaK U CBSI3b
C TIOBEACHYECKMM TIOJXOIOM M HAJIMYME TEXHUK Pa3BUTHS
SMOIIMOHAIBHOTO KOHTAKTA, ITOJIYCTPYKTYPUPOBAHHBII UT-
POBOI1 (hopMaT 3aHITHI ¢ PEOCHKOM, HAJTMUME YETKOM ITPO-
IPaMMBbI M CITOCOOOB (hMKCAIIU Pe3yJIbTaTa, IO3BOJISIOIIETO
HAIJISITHO OTCJICKMBATh TMHAMUKY pa3BUTHsI peOeHKa.

CrenyaaucThl IIOIX01a B ITOAABIISIIONIEM OOJIBIITNH-
CTBE JOCTAaTOYHO yaoBaeTBopeHbl ESDM u xoTat pa3Bu-
BaThCSI U MTOBHIIIATH CBOIO KBaIM(PUKAIIMIO B pPAMKaX JaH-
HOTO TOJIXO0/1a.

Hamre nccrnenoBaHue moxkasano, YTO CJIOXKUBIIASCS
B Poccuu nipaktuka npumeHeHus noaxoga ESDM umeet
OTJIMYMS OT HAyYHO JOKA3aHHOT'O aJITOPUTMA 110 CIICAYIO-
LM TTapaMeTpaM:

* HEMOJHOE COOTBETCTBHUE YPOBHSI CIICLIMAIMCTA VIS Ha-
MMCaHUs UHIUBUIYaIbHOM TPOrPaMMBbl;

* 3HAYUTEJIPHO MEHbIIAsA CPEIHSIST CXXKEHeIeIbHAs MH-
TEHCHUBHOCTD ITPOBEACHUS 3aHITHI C KaXKIbIM PeOCH-
KOM;

* TOJIBKO TOJIOBMHA OMPOIICHHBIX CIIELIUAICTOB 3aHM-
MaloTCsI BOBJICUEHUEM 1 O0yUYEHHEM POIUTEIICIH;

* HE BCE CHELUAIUCTHI PabOTAIOT IOI CYIEepBU3MEI
6oJiee OIBITHOTO CITeLIMAINCTA;

* TOJIBKO ITOJIOBUHA OMPOIIEHHBIX CIICIIUATIMCTOB 3asi-
BWJIM O TOM, YTO POIUTENIM IETei, C KOTOPHIMU OHU
MIPOBOMSIT 3aHSTHSI, Ha PETyJIIPHOI OCHOBE IPUMEHSI -
10T ctpateruu ESDM B nmoBcenHEBHOM B3aMMOJICHCT-
BHMU CO CBOMMU JIEThMMU.

Hannble otnuuust npumeHeHusi ESDM ykasbiBaioT
Ha HEOOXOAMMOCTb ITPOBEACHUST HAYYHBIX UCCIICIOBAHMIA
IUJIST TOKa3aTeabcTBa 3 (MEKTUBHOCTHY CIOXKMBILIEHCS pOC-
CUICKOM MPAKTUKM MPUMEHEHUST MOJIEJIM, TaK KaK BBUILY
CYIIECTBEHHBIX OTIMYMI OT JJOKa3aHHBIX aJITOPUTMOB TP~
MeHeHust ESDM couBILyIOCsl MPaKTUKY ee TIPUMEeHEHUsT
B Poccuu oueHb c103KHO Ha3BaTh HAYYHO JI0Ka3aHHOM.

OOcyxaast MPUUYMHBI TTOJAOOHBIX OTIMYUI, MOXHO
CTPOUTH Pa3IMYHbIC MPEAMNOJOXKEHMS, CPEIU KOTOPBIX
JIOCTATOYHO BLICOKASI CTOMMOCTb YCJIYT CIIELIMAIMCTOB JaH-
HOI MoJieNv, HeocTaTouHast 3 (OEeKTUBHOCTh POTPaMMBbI
00y4YeHMsI KOYIMHTY POAUTEIICH, CIIeACTBUEM KOTOPOI MO-
JKET SIBJIATHCS] HEOCTaTOYHAs KOMIIETEHTHOCTh CIICIIaIM -
CTOB B aCMeKTe BOBJICUCHUS U O0YUEHHUsI POIUTEIIEH, HETO-
TOBHOCTb CIELIMAJIMCTOB BOBJICKATh U INPUBJIEKATh
ponuteseil (BO3MOXKHO, U3-3a TOTO, YTO OOJIBIIMHCTBO
U3 HUX MPAKTUKOBAIW WIN MPaKTUKYIOT roaxon ABA, rioe
00y4YeHME 1 BOBJICUCHHUE POAMTENICH HE MMEET IIMPOKOTO
pacnpoCcTpaHeHUs; BOBMOXHO, MOTYT UMETb MECTO JINY-
HOCTHBIC U BO3PACTHBIC (haKTOPhI, OTCYTCTBUE COOCTBEH-
HOT'O POIUTEILCKOTO OIbITA U T. 1I.), HETOTOBHOCTh POIM-
TeJleld K BOBJICUEHUIO B JAHHBII ITPoLIecC.

ToBopst 0 MyTsX peoaoeHUsI AaHHBIX OTJIUYMI, MOXK-
HO, onMpasich Ha cTathio L.A. Vismara u coaBr. [10], npen-
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JIOXXUTh no3uLimoHupoBaT ESDM kak 0osiee ceMmeiitHo-  xoma ESDM gasisiercst o0ydeHue crieliuaiicTaMu poauTesieit
LIEHTPUPOBAHHYIO MOJIENb, HEXXeIN MOBEACHUYECKYIO. OCHOBHBIM IIPUHIIMIIAM 1 pa3BUBAIOIIMM TexHuKaM ESDM,

Pomurensam nereii ¢ PAC, XealonyM MojTydaTh pAHHIOK — a TAKXKE, YTO OCOOEHHO BaXKHO, CAMOCTOSITE/IbHAS ITPaKTHKA
TTOMOIIIb B paMKax roaxona ESDM, ciienyetr MOMHATE O TOM,  B3aMMOJIEHCTBHSI POIUTEIS C PEOCHKOM B JIOMAIITHUX YCJIO-

YTO OJHUM M3 JOKA3aHHLIX aJITOPUTMOB IIPUMCHCHMA TTOA - BUAX, OCHOBaHHas Ha IIpUHIIMUIIAX ESDM.
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BaaroaapHocTi. ABTOPHI BbIpaXaroT 6J1aro1apHOCTb IUPEKTOPY PYCCKOSI3BIYHOTO OTAe/a 00yyatolux ceptudukaimoHHbix KypcoB ESDM u usna-
Tento KHUr o ESDM B Poccuu JIbBy TosikaueBy 3a HEOLIEHMMYIO TTIOMOIIb B OPTaHU3aLIMU UCCIIEIOBAHMUSI.
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Rett syndrome caused by MECP2 mutations is difficult for diagnostics of epileptic seizures, since contact with these
patients is difficult, and the clinical manifestations of seizures are difficult to distinguish from various motor disorders
and stereotypes. Currently, the genetic variants of Rett syndrome and approaches to therapy have been well studied,
a classification of electroencephalogram changes has been developed. Nevertheless, epilepsy in Rett syndrome
is characterized by pharmacoresistance. One of the reasons for the difficulties in the treatment of epilepsy
is the overdiagnosis of epilepsy, as well as the difficulties in the differential diagnosis of epileptic seizures
with stereotypical behavior and hyperkinesis. Videoelectroencephalographic monitoring plays a crucial role in the differential
diagnosis of epileptic and non-epileptic paroxysmal conditions.

Keywords: Rett syndrome, MECP2, epilepsy, hyperkinesis, spasticity, tremor, myoclonus, dystonia, breath disturbance,
electroencephalogram, evoked potential, anticonvulsant, drug resistance
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BBepeHue

Cungpom Perra (CP) (OMIM: 312750) — nporpeccu-
pylolliee Hac/leACTBEHHOE 3a00jieBaHE HEPBHOM CHCTEMBbI
C PaHHUM JIe0I0TOM, BIlepBbIe ONMcaHHOe B 1966 . AHpea-
coM Pertom (Andreas Rett) y 22 neBouexk ¢ ob1ieii KimHuve-
CKOW KapTUHOM (TIporpeccupyromias LiepedparbHas arpodus,
CTEPEeOTUIMH, HapyIlleHUe MTOXOIKU, YMCTBEHHas OTCTa-
Joctb). CP BcTpeuaetcs npumMepHo y 1 u3 10—15 Thic. XUBO-
POXIEHHBIX AeBoueK [12, 60, 77].

leHeTUYeCKME OCHOBDI

Tenetnueckue ocHOBbI CP ObLTN OTKPHITHI 3HAYUTEb-
HO MMO3/Hee OMrcaHus caMoro 3abosneBaHus — B 1999 .
Ien CP, MECP2, umeer X-clerUieHHOe HaciaenoBaHue. OH
He3aMeHUM JJisI HOpMaJibHOM paboThl HEWpPOHOB [2].
®Oyukuusa MECP2 — ogaBisTh U apXUBUPOBATh TPaHC-
kpunuuio sinepHoit JHK. Y 95 % nmaimmeHTOK ¢ K1accu-
yeckuM CP onucano >800 paznuunbix mytauuiit MECP2
(RettBASE: MFECP2 Variation Database:
http://mecp2.chw.edu.au/) [12, 46, 74]. BeinensioT Takke
aTunryHble BapuaHThl: CP ¢ paHHUM 1e6GI0TOM 3IUJIETI -
CUM, CBA3aHHBIN ¢ MyTanusiMu B reHe CDKLS (Xp22;
OMIM: 300203), u BpoxaeHHbIi1 CP, KOTOpHhIii CBsSI3aH
¢ myraumeit reHa FOXG1 (14q12; OMIM: 164874) [3, 37].
B nanHOM 0030pe MBI paccMaTpuBaeM TUITUYHBIN CP ¢ my-
TauusMu B reHe MECPZ2, mosToMy Apyrue BapUaHThI
He 00CyX/IaloTCsI Aajiee B 3TOM CTaThe.

MatoreHes

MECP2 peryaupyet ApyTHie TeHbl B SMOPHOTEHE3€ HEPB-
HOM CUCTEMBI (SMUTEHETUYECKUI UMIIPUHTHHT), TIO3TOMY
CJIOXHO YETKO OIPEIeTIUTh CBSA3U, BKIIOYAIOIINUE TeH
MECP2, v npeckasath IIPOrHO3 ero nucdyHKmn [12, 59].

OCHOBHBIC TIPUYMHBI TIATOJIOTMYECKOTO Pa3BUTHSI HEMPO-
HOB 1 snuiencuu pu CP:

* HapylieHue hyHKIMY 6e1Ka TyOyIMHa, KOTOpoe Mpu-
BOIUT K aHOMAaJIMSIM IIMTOCKeNeTa (XapaKTepHO
115t CP u cuaapoma AnrenibMana) [16];

* HapylleHue OuocuHTe3a XxojectepuHa (mpu CP
u cuHapome Cmuta—Jlemin—Onuria). CuuTtaercs
MPUYMHON ayTU3Ma U TTIOPOKOB pa3Butus [41];

* HapyllleH1e HEPOHAIBHBIX CBS3€id, KOTOPHIC y4aCTBYIOT
B Pa3BUTMM HEPBHOI CHCTEMBI U PabOTE CHHAIICOB.
CuynraeTcs IPUUMHONM YMCTBEHHOM OoTcTaocTu [39];

* mucOaNaHC HepOMeTMaToOPOB: TaMMa-aMUHOMACIISTHOM
KUCJIOTBI, TIIyTaMUHa U fodaMrHa. CunTaeTcsl Ipyudu-
HOW ayTHCTUYECKOTO TMOBEICHUS, SMUICTITUYECKUX
TIPUCTYIIOB, IBUTATES/IbHBIX 1 IbIXaTeJIbHBIX HApYIICHUIA
(ripu CP ¢ aytuzmoM u 6osie3nu [MapkuHcona) [43].

llnarHocTuyeckue Kputepum,

TeyeHue u Knaccugurkauusa cuigpoma Perra

JuarHocTryeckue KpUTepur KIMHUYIECKOM JUarHO-
ctuku CP 6bu1n onyonukoBaHbl B 2002 T. ¥ TepecMOTPEHbI
B 2010t [27].

Heo0xoaumble Kputepuu auarnoza CPL:

* HOpMAaJIbHBII TIpe- ¥ IepUHATaIbHbIA aHaAMHE3;

* pa3BUTUE B HOpMe 0 6 Mec (BO3MOXHA 3aaepiKKa
C POXIEHUS);

* OKPYXHOCTb T'OJIOBBI B HOPME IIPY POXKIECHNN;

* MOCTHATaJIbHOE 3aMelJICHUE TIPUPOCTA FOJIOBBI;

* yTpaTa MaHyaJbHOI'O IIPAKCKCa B IIPOMEXYTKE OT 6 MeC
110 2,5 rozia, 1o BpeMEHU COBITAIaoIast ¢ HapyIIeH -
€M KOMMYHUKAIIUK U COIIUATbHOTO OOILECHMST;

* pa3BUTHUE TSKEJIBIX HaApYIICHWM MOTOPUKM, pPE4H
1 TICUXOMOTOPHOT'O pa3BUTUS;

1JInarno3 opMeHTMPOBOYHBIIf 10 2—5 JIeT.
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Teuenne u Knaccuukanusa CP [46]:

Poxnenue HopmanbHoe pa3Butue
6 Mec Cragus I — paHHMe TIPOSIBIICHUS
| rox * 3aMellIeHHUe TTPUPOCTa TOJIOBHI;

* TUITIOTOHMSI, 3a/iep>KKa MOTOPHOTO Pa3BUTHS;

* yTpaTa MaHyaJIbHOTO ITpaKCcuca 1 peuu; Cranus 11 — GbICTpbIii perpecc:

* YTpara IJIa3HOrO KOHTAKTa, COLMAIBHBIX B3aHMO- * ayTHCTMYECKOE MOBEIEHHUE;

NEWCTBUI, MHTEpeCa K UTPYIIIKAM. « MHTEILIEKTYalIbHbIEe HAPYILIEHNS;
* MpUOOpeTeHHass MUKpouedanus;
2rona * IbIXaTeJIbHble HAPYLICHNUS,
Cramus 111 — ruiato: * CTepEOTUITNH B pyKaX, IBUTATEIbHbIC HapyIIeHMS.

* BMWICNTUYECKUE TTPUCTYIIBI;

* BeTeTaTUBHBIC HAPYIIICHNS,
3 roma * yIydIllaloTCs MOBEAEHME, TIIa3HOM KOHTAKT

M MeJTKast MOTOpHKa.
BonpimHcTBO marmeHTok ¢ CP ocraroTcs Ha 3TOM
cTaguy OOJBITYIO YacTh XXU3HMU.
4 rona Craaus IV — no3nHue MOTOpPHbIC HAPYILIEHMSI:
5 1eT * CHIWXXEHUE/yTpaTa CaMOCTOSATEILHOTO TIePEeIBU-
10 net . KEHM:T; '
CITACTUYHOCTh/TUCTOHMS;

Crapuie 20 net

HaBbIKM KOMMYHUKALIMU, MEJIKOI MOTOPUKHU OCTa-
I0TCSI CTaOMIIBbHBIMU;
CKOJINO3.

CTEPEOTUITUM B pyKaX (10 TUITY MBIThsl, IOTUPAHMS,
XJIOTIaHbsI, IOTPSIXUBAHUS U TIP.), BOBHUKAIOIIIUE 10~
cJIe yTpaThl MaHYyaJIbHOTO TTpaKCcuca;

aTakcus IpU Xoap0e U (pyHKIIMOHAIbHas anpakcusi/
aTakcusl B BO3pacTe 4 JIeT.

IToanep:KuBalomye KPUTEPHU:

HapyYIICHUS TbIXaHUST: IIEPUOIMIECKOE alTHOD BO Bpe-
Msl O0IPCTBOBAHUS, TIEPUOIUYECKAS TUIICPBEHTHIIS -
1LIMS1, TIEPUOABI 3aAePKKHU TbIXaHUSI, TIPUHYAUTEIbHOE
M3THaHWE BO3IyXa WU CJIIOHBI,

HapyIlIeHUs Ha 3JICKTpO3HIIedaIorpaMme: 3aMeIIeHIE
OCHOBHOI aKTUBHOCTH 1 TICPUOANIECKOES PUTMUIECKOE
3aMeieHUe. DMUIenTrhOpMHbIE pa3psiabl ¢ KIMHUYE-
CKUMMU SIWICHTUYECKUMU MPUCTYIIAMK WIN O€3 HUX;
SIMWICITUYECKUE IIPUCTYIIBI;

CIACTMYHOCTb, YacCTO C COIMYTCTBYIOIIMM Pa3BUTUEM MbI-
1e4HoI atpoduu 1 mucToHuy. HapyiiieHue cHa ¢ paHHe-
ro aercrBa. Ilepudepryeckue Ba30MOTOPHBIE HapyIIe-
Hust. [Iporpeccupyronuii CKoJmo3 Wi Kudos;

¢ 3aJI€pXKKa pocTa,

¢ MaJICHBKUE U XOJOAHBIC CTOIIbI 1 KUCTH.

,Z[uarﬂocmqecme KPUTEPUNA TUITAIHOTO (K.]]aCCl/[‘IECKO-

ro) CP (2010) [46]:
1. Tlepuon perpecca ¢ MocaeayOIIM BOCCTAHOBIEHUEM

nim CT216I/I.J'II/I?n’:l]_II/IE:I‘/JI1 .

2. Bce ocHOBHbIE KPUTEPHUU U BCE KPUTECPUUN UCKITIOUC-

HUA.

3. INopaepxxuBalole KpUuTepun He TpeOyIoTCs, HO OHU

4acTo oTMevaroTcst mpu TunuaHoM CP.
JInarHocTHYECKHE KPUTEPHH ATHINHYHOrO (BAPHAHT-

Horo) CP:

1. Iepuon perpecca ¢ MOCIEAYIOIIMM BOCCTaHOBIIE-

HUEM WU CTa6HHI/I3a]_[I/ICI>JII.

2. He MeHee 2 113 4 OCHOBHBIX KpUTepUeB Uin 5 u3 11

NOoAACPXKUBAIOIINX KPUTEPUECB.

OCHOBHbBIE KPHTEPHH:

1. YacTruHast W1 TTOJTHAST yTpaTa PUOOPETEHHBIX HaBbI-

KOB ILIeJIEHANPaBIeHHON AeITebHOCTU PYK (31€eCh
B KAQUeCTBE CHHOHMMA YITOTPEOIISIETCS TEPMUH «yTpa-
Ta MaHyaJbHOTO MPaKCUCa»).

2. YacTruyHas WM MojHas yTpaTa IpuoOpeTeHHOM BKC-

NPECCUBHOI peun?.

Tockonbky Myrauun MECP2 B HEKOTOPBIX CIIy4asiX BBISBJISIOTCS O Pa3BUTUS SBHBIX NPU3HAKOB perpecca, IMarHo3 «BeposiTHbIiE CP» ciemyer
CTaBUTD JIETSIM B BO3PACTe 0 3 JIET, KOTOPbIe He TOTePs/IM HUKAKUX HABBIKOB, HO B OCTATBHOM MMEIOT KIIMHUYECKUE IPU3HAKU, XapaKTePHBIE AJIsI
CP. Takue mauyeHTsl JOJKHBI TPOXOAMTH MOBTOPHYIO TMATHOCTUKY Kaxbie 6—12 Mec ISl BRISIBJIEHMsI IPU3HAKOB perpecca. B ciydae pa3Butust y
HMX perpecca AMarHo3 cjieayeT U3MEHUTDb Ha «TUMUYHbIA CP». OnHako eciu K S ronaM y pebeHKa He HabJIio1aeTcsl HUKaKMX MPU3HAKOB perpecca,
nuarHo3 CP crnenyer moctaBUTb MOA COMHEHUE.
2yrpara pUoOPETEHHON PeYr OTHOCUTCS K CIIOCOOHOCTH BepOaibHOM KOMMYHHMKALIMM B 11€JI0M, @ HE TOJILKO K YTpaTe yHoTpeOIeHUS OTAEIbHbIX
CJIOB WJIU 00Jiee CI0XHBIX PeYeBbIX KOHCTPYKLMIA. TakuM 06pa3oM, cUUTaeTcs, YT0 PeOEHOK, KOTOPBIN HayuuIcs JIeNeTaTh, a 3aTeM «3aMoyal», —
yTPaTUII IPUOOPETEHHYIO PeUb.
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3. HapyuieHus1 moXoaku: pacCTPOMCTBO (AMCITpaKCHs)
WY OTCYTCTBUE CIIOCOOHOCTH XOIMTh.

4. CTepeOoTUITHbIE ABKCHUS PYK, TAKKME KaK CKpyY1Ba-
HMe/CXXUMaHUe PYK, XJIoNaHbe,/TIOCTYKMBaHUE, aBTO-
MaTU3Mbl PTa U MBIThsI/TIOTUPAHUS.

Kpurepuu uckmouenusa tunuatoro CP:

1. TToBpexxneHue roJIOBHOIO MO3Ta B IEPH- WM IIOCTHA -
TaJIbHOM TlepHojie, HelipoMeTaboIndecKue 3ab0JieBa-
HUS1, MHGEKIUU, TPaBMbI, KOTOPbIE BHI3bIBAIOT HEBPO-
JIOTMYECKUE CUMITOMBI.,

2. Hapy1ieHre ICMXOMOTOPHOTO pa3BUTKSI B TIEPBbIE 6 MeC

KM3HMZ,
Kputepuu, noarsepxaatomue atunmunbii CP3:

. Hapymienus npixaHus B 001pCcTBOBaHUM.

. Bpykcuam B 601pcTBOBaHUM.

. Hapymenue pexxuma cHa.

. AHOMaJIbHBIIM MBIIIICYHBIM TOHYC.

. [Tepudepuueckue Ba30MOTOPHBIC HAPYIIIEHMS.

. Ckonmo3s/xkudo3.

. 3amepxkKa pocra.

. MaJileHbK1€e XOJIOMHbIE KMCTH U CTOIIBI.

. HeyMecTHBIE IpUCTYIIBI CMeXa,/KpHUKa.

10. CHMXeHMe peakuru Ha 00JIb.

11. UHTeHCUBHOE 3pUTEJIbHOE OOIIEHUE — «yKa3aHue
B3IJISIAOM».

O OO\ B~ Wi —

Heipounsunonornyeckas guarHocTmka

Heiipoduznonornyeckrie METOAMKH UTPAIOT BaXKHYIO
poib B fuarHocTtuke CP.

[Maronornyeckue M3MeHEHYs 3JIEKTPOIHIIedaIorpam-
Mol (BBTI), B ToM umcie anuientrdopMHasi aKkTUBHOCTb,
BCTpPEYaloTCsl Y OONBIIMHCTBA MALIMEHTOK W OTPAXaloT CTa-
JIUHOCTh TeYeHUsI 3a00jIeBaHMS B pa3HbIe BO3PACTHBIE
nepuonbl. U3meHenust DI He 3aBUCAT OT TUIIA MyTallUU
reHa MECP2. DnunentugopMHas akTUBHOCTb Ha D3I pe-
TMCTPUPYETCSI BHE 3aBUCUMOCTH OT HAJIMIMSI MJIU OTCYTCT-
BMSI AITAJICTICUM U STTWJIETITUYECKUX MPUCTYTIoB [49, 73].

AnanornyHo ctagusim CP D.G. Glaze u coaBT. co3na-
JIY KJ1accuduKaiuio 31eKTposHIedaaorpadnIecKmx u3-
meHeHuit ipu CP [21]:

+ cragud I: panHee Hauasio (6—18 Mec). o 18 mec DAT
OOBIYHO B HOPME, XOTSI B HEKOTOPBIX CIIy4YasiX MOXKET
HabJII0IaThCs 3aMeUIEHINE OCHOBHOM aKTUBHOCTH;

» cragug II: 6eicTphIii perpecc (18 Mmec — 4 rompa). Io-
SIBJICHUE PEerMOHAJIBHON 3MUIeNTU(MOPMHON aKTUB-
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HOCTH B IIECHTPAJIbHBIX 00J1aCTSIX B BUIE KOMIUIEKCOB

ocTpasi—MeIJIeHHasl BOJIHA, CIlaliK—BOJIHA, HEPEIKO

COOTBETCTBYIOIINX IO MOP(OJIOTUU POTAHINISCKUM

crnaiikam (1oOpoKavyecTBEHHbIE SMUIeNTU(GOPMHBIE

MaTTepHbl IETCTBA, TOOPOKAYECTBCHHBIC SIMJICIITH-

(opMHBIE pa3psiabl JeTCKOro Bo3pacta). PernoHasb-

HBIE Pa3psiabl BOSHUKAIOT BO BpeMs (a3bl MEJICHHOTO

CHa, a 3aTeM B OOIPCTBOBaHWMU, HEpelko Ha (oHe

HOpPMaJIbHOM KOPKOBOW PUTMUKM, Mpu 3ToM DIT

MOXET HallOMMHAaTh (POKaJIbHYIO BO3PAcCT3aBUCUMYIO

BITJIETICUIO C LIEHTPAJIbHO-TEMITOPAJIEHBIMHU CITaiiKaMu

[51]. CornacHo E.A. Garofalo 1 coaBT., Takoe paHHee

BOBJICYCHNE MOTOPHOI KOPHI B TIATOJIOTMYECKUIA TIPO-

1IECC KOPPEIUPYET C PErpeccoM MOTOPHBIX HAaBHIKOB

1 1e0I0TOM BIMWISITUYECKUX MPUCTYTOB [19];

 ctanus I11: miato. OTMevaeTcs MOCTENeHHOe 3aMe/l-

JIEHHMEe 1 perpecc (pM3MO0JIOTMIeCKUX PUTMOB OOIPCT-

BOBaHM U ITATTEPHOB CHA. B IIeHTpalbHBIX 00J1aCTSIX

PETUCTPUPYETCS MPOAO/DKEHHAsT pUTMUYECKasT TeTa-

aKTMBHOCTb. [1pencTaBieHHOCTh AMUIenTUMOPMHOM

aKTUBHOCTU HapacTaeT. MyJbTUperuoHaIbHBIC ST -

JienTOPMHBIC Pa3psiibl ¥ TeHEPaJIU30BaHHbIC MeI-

JIEHHBIE CIIaliK-BOJHOBBIE pa3psiabl PETUCTPUPYIOTCS

KakK B OOApCTBOBaHUU, TaK 1 Bo cHe. COH HapyIleH.

B stoT mepuon HabnomaeTcss Oosiee BbIpaXKEHHBIM

BO CHE TaTTepH OMJIaTepalbHO-CUHXPOHHBIX BCIIBIIIIEK

TICEBIONEPUOANYIECKON PUTMUYHOM JIeJIBTa-aKTUBHOCTH,

BO3MOXKHO, ITOAKOPKOBOTO MpoucXoxkaeHus [28];

+ cranus IV: mo3mHue nBUTaTeIbHbIC HApyHIIeHUs (cTap-
me 10 ner). ITo manueiM E. Niedermeyer u coasrT.,
XapaKTepHbIMU MTpu3HaKaMu DD IBJISIOTCS OTCYTCT-
BME OCHOBHOIO PMTMa U BBIPaKCHHOE 3aMejICHME
(oHoBoI1 akTUBHOCTH [48, 49]. Takke perucTpupyercst
PUTMHMYHOE JeJIbTa-3aMeIjIeHUe, aKIIEHTYMPOBAaHHOE
B JIOOHO-LIEHTpaJIbHBIX ooacTsx. HecMoTpst Ha perpecc
SIUJIENITUYECKUX TPUCTYNoB, Ha DI coxpaHsiioTcs
MYJIETUPETOHAIbHAS SMIIENTU(OPMHAsST aKTUBHOCTh
B OOIPCTBOBAHMHU U ITOUTH HENTPEPhIBHASI TeHEPAT30-
BaHHAsl MeJIeHHas CIIailk-BOJIHOBasi aKTMBHOCTh
BO BpeMsI CHa.

B cootBercrBum ¢ onpeneneHueM A. T. Berg u coasrt. (2001)
[7] y GonmbIIMHCTBA MAaLMEHTOK KIMHWYEeCKAasl CTaIysl COBITa-
JIaeT ¢ aeKTposHLedatorpadhuyeckoit cranueit [44].

PurMmmnaHas Teta-akTUBHOCTH (4—6 Ti1) B LIeHTpaTbHOI
WJIM TeMEeHHOI obJ1acTu peructpupyetcs Ha DD o mepe

"Heo6xoamMMbl 4eTKKE 10Ka3aTeNbCTBa (HEBPOJIOTHYECKOE WK O(TAIbMONOTMYECKOe 00C/Ie10BAHIUE U MATHUTHO-PE30HAHCHAsS/KOMITbIOTEPHAS
ToMorpadusi) TOro, 4To MperoiaraeéMoe MOBPEXACHNE HETTOCPEACTBEHHO MPUBEIO K HEBPOIOTMUYECKUM HAPYLICHUSIM.

2[1cMXOMOTOPHOE Pa3sBUTHE TPyGO HapyILIEeHO: He (POPMUPYIOTCS TaKKMe HAaBbIKU, KAK KOHTDPOJIb TOJIOBBI, [JIOTAHKE, COLMaIbHas yiabioka. [Tpu CP
4acTo BCTpevaroTcs Jierkasi tnddysHast TMIIOTOHMS B TEUEHUE TIEPBBIX 6 MeC KM3HU, 3TO HE SIBJISIETCS MCKITIOYAIOLINM KPUTEPHEM.

3Ecnu y naumeHTa chOpMUPOBAHBI KJIMHUYECKME TIPOSIBIEHMSI, 9TO BCIIOMOTaTe/bHbIE KPUTEPHHU. BOJIBLIIMHCTBO KIMHUYECKHX TIPOSIBJIECHUI UMEIOT
BO3PACTHYIO 3aBUCUMOCTb, JIaBasi O ceOe 3HaTh M CTAHOBSICh 00J1ee SIBHBIMU B ONpe/IesieHHOM Bo3pacTte. TakuM o6pa3oM, iMarHoctuka aruryHoro CP obieryaercst
10 Mepe B3pOCJIeHUs NalMeHTa. B paHHeM Bo3pacte (10 5 JieT), Mpy HATMYKMHU ITeprofia perpecca U 2 OCHOBHBIX KpUTEPUEB, HO 6e3 S 13 11 moanepXruBalommx
KPUTEPUEB, MOXHO TUATHOCTUPOBATH «BEPOSITHO aTUMNYHBI CP». [1alineHThl JaHHOW KaTeropyiu JOJKHBI TIPOXOIMTH MMOBTOPHOE 00CIIEI0BaHNE

10 MCPE B3POCJICHUA C COOTBECTCTBEHHBIM IEPECMOTPOM JIMarHo3a.
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nporpeccupoBaHus 3adoneBanus [47]. E. Niedermeyer
u S. Naidu BbICKa3bIBaIOT MPEATIOIOXKEHUE O TOM, YTO 3TOT
PUTM SIBJIIETCS CBUIETEIBCTBOM IOBBIIIIEHHOM BO30YI1-
MOCTU MOTOPHOI WJIM CEHCOMOTOPHOI 00JIACTH M HAJTNYHMS
PacTOpMOXEHHOM, AMCHYHKIIMOHATBHOW MOTOPHOI KOPBI
BCJIEICTBYE TIEPBUYHON IUCHYHKUIMHU JTOOHBIX qoeit [20,
47]. O6 3TOM TakXKe CBUIETEJILCTBYIOT TMTaHTCKUE KOP-
THUKAaJIbHbIC IMKU COMAaTOCEHCOPHBIX BEI3BAHHBIX MIOTEH-
LIMAJIOB Y MallMEHTOK C AMWIEHTU(MOPMHON aKTUBHOCTHIO
B LIEHTPaJIbHBIX 001acTsX [36, 78].

OmuienTudopMHass aKTUBHOCTb PETHCTPUPYETCS
y 6onpiMHCTBA ManueHToK ¢ CP (1o 97 %), npu 3ToM
SMWICNITUYECKUE TTPUCTYIIBI HAOIIONAI0TCS Y MEHBIIIETO
yucna aeBoyek — okoso 29 % [23]. Takxe He OTMEUEHO
YETKOI B3aMMOCBSI3U MEXIY HAIMYUEM ST TU(HOPM-
HOI aKTUBHOCTU Y TSDKECTBIO TEUCHUST 3a00JIEBaHUS K €TO
nporpeccupoBaHueM. O0lee 3ameuieHre GOHOBOI PUT-
MUKU ¢ HapaCTaHUEM aMILIUTYbI, a TAKXKE IMpeodIagaHme
MEIJICHHBIX YaCTOT CEHCOMOTOPHOTO PUTMa KOPPEIUPYIOT
C BBIPAXXEHHOCThIO HapYIICHUI KOTHUTUBHBIX (DYHKIIUIA,
LIeJIeHAIIpaBICHHOW MaHyaJIbHOM aKTUBHOCTH U XOJbOBI,
C TSDKECTBIO TUIEPBEHTUIISILIMOHHBIX TTAPOKCU3MOB [56].
C 6oJIblIIel TSKECThIO 3a001eBaHUS IO MEPE B3POCIICHMS
MalMEHTOK CBSA3aHO TaKXKE CHDKEHHE aMIUIUTYIbI KOp-
TUKAJIbHBIX ITMKOB 3pUTEIbHBIX BBI3BAHHBIX IIOTCHIIMAJIOB,
JUTMHHOJIATEHTHBIX aKyCTUYECKUX BHI3BAHHBIX ITOTCHIIM -
aJIOB TIPU COXPaHHBIX MOKA3aTeIsAIX aMIUIMTY U JIATEHT-
HOCTel nepudepruIecKrX U CTBOJIOBBIX TTMKOB, MEXITHU -
KOBBIX MHTEPBAJIOB, YTO TaKXe CBUIETEIbCTBYET
0 KOPTUKAIBbHOW TUCHYHKIIMU B MATOTEHE3E 3a00JIeBAaHUSI
[36]. BuisiBieHHBIE M3MEHEHMST MOTYT MCIIOJb30BATHCS
KakK OMoMapKephl IpY OObEKTUBHOM OLIEHKE TSDKECTH 3a-
6osieBaHMsI M 5(PPEKTUBHOCTH TaApreTHOM Tepanuu [62].

OTAeanble KJIMHU4YeCKue npoasyiieHna

JIBuraresbHbie Hapymenus. Crepeorunuu. B nutepa-
TYpe BCTpEYaroTCs pa3InIHbIC ONPEACICHUST CTEPEOTUTTHIA
[31]. S. Barry u coaBT. onpeneawin CTepEOTUITMH KaK «I10-
BTOpsIIOIIMecs, He(YHKIIMOHATbHBIE TBUKEHUSI, BOKAJIU -
31U WM NTOBEACHYECKME aKThl, KOTOPbIE IIPUCYTCTBYIOT
B TeueHHe 0oJiee 4 Hell, HapyIIaoT MOBCEIHEBHYIO aKTUB-
HOCTb WJIM HAHOCSIT Bpel MallMeHTY U He CBS3aHbI C Ha-
BSI3UMBOCTSIMU U TUKaMU» [5]. Y OONBIIMHCTBA MALIMEHTOK
¢ CP (97,6 %) umeercst >1 crepeorumna, ay 32 % — 5 u 60-
Jiee pa3mnyHbIX crepeotunoB. T. Temudo u coaBT. pasze-
JIVIY CTEPEOTUITMH B pyKax y nammeHTok ¢ CP Ha 15 mat-
TEPHOB (MBIThE, XJIONIAHbE B JIAAOIIN, COSAMHEHHbBIE PYKHI
B POT, pyKa B POT 110 OTICJIbHOCTH, BbIIEPTMBaHUE BOJIOC,
«CUYET MOHET», OJTHA pyKa 3a Ileeid, IIeJIKaHbe MaJbllaMu,
MepekpelBaHue 2 Win 3 NajbleB, B3MaXu pyKaMu, I10-
CTYKMBaHUeE, BpallleHUEe PYyK, B3IJISII CKBO3b PYKH, IIOBTO-
pSIIOIIMeCcs pUTMUYHBIC CTUOAHUS PYK); HauboJIee YacThie
CTEPEOTUITUM — 110 TUITY MBIThsI pyK [71]. P. Carter u coaBT.
TaKKe OIMCAIN 15 aHaJIOTMYHBIX KATETOPUIA CTEPEOTUITMIA
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PYK, a CKpyYMBaHUE IO CpeAHel JUHUU HaOII00anoCch
y 59,0 % Bcex maumenTok. B 87,6 % (170 u3 194) ciyyaeB
BBISBJISIUCH (haKTOPBI, YMEHBIIAIOIIKNE BBIPaKEHHOCTh
crepeotunuii. CTEpeOTUIIMN B OCHOBHOM YCUJIMBAIUCh
pu HenoBoJIbCTBE (63,8 %, 104 u3 163 cydaeB) Wiu yno-
BobCTBUM (48,5 %, 79 u3 163 ciydaeB) U yMEHBIIAINUCH
1ipu 3ackimanuu (43,5 %, 74 u3 170 ciayyaeB), YCIIOKOEHUH
(30,0 %, 51 u3 170 cnyyaeB), KOHIEHTPAIIMX HA YeM-JIH-
60 (29,4 %, 50 u3 170 cnyyaeB) WM BO BpeMs IpreMa
i (24,1 %, 41 u3 170 ciyyaes) [10]. Jpyrue aBTOpsI
YIOMMHAIOT CTEPEOTUIIMH MAJIbLIEB PYK, TYJIOBMIIA, HOT
n mojiocty pta [13, 17, 68—71, 75]. CTepeoTHUITHBIE BOKa-
Ju3auuu (IMOBTOPSIONIMECS 3BYKM, CJIOBa WK (hpasbl)
omnycaHbl y 5 3 83 manmeHTok [68, 70]. Bpykcnam oTMeueH
y 128 u3 155 namuenTok [70, 71, 75]. CtepeoTunuu 3Bo-
JIoUUoHUPYIOT ¢ Bo3pacToM. T. Temudo u coaBT. oTMeETH-
JI, 9YTO KOJIMIECTBO CTEPEOTUITNIA 3HAYUTETHBHO CHU3UJIOCH
yepe3 5 JIeT nocie crapra 3aboneBaHus [71], ocobeHHO
nocyie 10 get [70]; oHM OOBSICHUIU 3TOT (PakT TeM,
YTO «ITAlIUEHTHI CTAHOBSITCS TUIMTOKMHETUICCKUMU U PH-
rugHbiMu» [70]. «boJiee mpocThie 1 MeaJIEeHHbIE C BO3pa-
CTOM» CTEPEOTUITUM OHM OOBSCHSIOT IOBBIIIICHUEM PH-
TMAHOCTU mauuMeHToK. S. Naidu U coaBT. 0OHapYyXWJIH,
YTO Y 9 MallMeHTOK MOIOIINE IBUXKEHUS PYK, TUIIEPBEH-
TUJISILIMAS 1 OPYKCH3M COXPAHSIINCh, XOTS U MEHEe MHTEH-
CUBHO, B Bo3pacTe oT 15 1o 34 net [45]. Y. Nomura 1 coaBT.
ONKYCaIn U3MEHEHHNE CKOPOCTU M CJIOKHOCTHU CTEPEOTHII-
HBIX IBMKEHMI C BO3PACTOM: OHU OBICTPHIC U CJIOXKHBIC
B PaHHEM JIETCTBE U ITOCTETICHHO CTAHOBSITCSI MEIJICHHEE
u ogHooOpa3Hee [52]. Hakoneu, A.M. Kerr u coaBT. yka-
3aJIM Ha BOJIIOLIUIO CTEPEOTHUIINI: OT PYK, CBEACHHBIX
BMeCTeE, B MIAJIIIIEM BO3pacTe — K pa3aebHbIM ABUKCHU -
sIM Y TOAPOCTKOB 1 B3pocibix [38]. Takske ObLIM ONMCaHbI
WHTEpPECHbIE 3aKOHOMEPHOCTH Y TAlIMEHTOK CO CTePEeO-
TUITHBIMU IBMXEHMSIMU PYK U C POJIAHINYECKUMU CIiaii-
KaMU B [ICHTPAJIbHBIX 00JIACTSIX: OJJOKMPOBAHUE CIIAIKOB
MPY PUTMUYHBIX XJIOIIKaX B JIATOIIN, a TAKXKE UX MPOBO-
Kalys PUTMUYHBIMU IOCTYKMBAaHUSIMM MalblLEB IPYT
o npyra. BeposTHO, B 0ocHOBe 3THX (DEHOMEHOB JiexXaT
(byHKIIMOHAIbHBIE MEXaHU3MbI, CXOTHBIE C ITOAaBJICHUEM
CEHCOMOTOPHOT'O PUTMa MPY aKTUBHBIX IBIKCHUSIX, C BO3-
HUKHOBEHUEM BBICOKOAMILIUTYIHBIX 9K3aJIBTUPOBAHHBIX
COMAaTOCEHCOPHBIX BBI3BAHHBIX TIOTEHIIMAIOB B TUIIEPBO3-
OyIMMOI CEHCOMOTOPHOM Kope [26, 42, 48]. Kimmunueckoe
3HaYEHUE 3TUX (PEHOMEHOB OKOHYATEIbHO HE BBISICHEHO,
xoTs1 M. Roche u coaBT. yka3bIBaloT Ha pedeKTOpHbIE
SIWJICTITUYCCKIE TTPUCTYIIbI, BHI3BAHHBIE ITOXJIOMBIBAHM -
eM pyK [61].

Hapymenus npixanusi. ApUTMUYHOE HEperyJisipHOe
JIbIXaHV€ OTHOCHUTCS K YacThiM nposiBieHusiM CP. Kak mpa-
BUJIO, HapylieHus abixaHus nosasistorcd Ha 11 u 111 cra-
JUsIX 3a00J1eBaHMs, B O0IPCTBOBAHUM ITPOTEKAIOT IT0 TUITY
aITHO®, TUTIEPBEHTWISILIAHY, 3aACPXKKHU TbIXaHWS, TBIXaHUST
BasbcanbBbl 1 B3ayTHs XXuBoTa. Bo BpeMsi cHa oTMevaroT-
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¢S Xparn ¥ oOCTpYKTUBHBIE antHO3 [38]. HapyieHust abi-
XaHMSI IPOBOLIMPYIOT IIPEPHIBUCTYIO TMIIOKCHUIO Y OKUCITH-
TEJIBHBII CTPECC, MOTYT OBITh HACTOJILKO BhIPAXKEHHBIMH,
YTO BJIMSIOT Ha KAYECTBO XXM3HU peOeHKa, a TAKXKE MOTYT
BBICTYITaTh OCHOBHBIM (DAKTOPOM BHE3aITHOM cMepTH [63].
Hapymenus apixanus npu CP umMeroT cBou 0COOEHHOCTU
U SIBJISIIOTCSI, BEPOSITHO, CIICACTBUEM LIEHTPaJIbHOM BereTa-
TUBHOM IU3peryisaiuu. Tak, mocie armHo3 WK 3a1epKKI
JIBIXaHUST OTMEUAETCsl IPOOJIKAIOLIEeCs pa3ayBaHUE JIeT-
KUX, TIPY 3TOM YacTOTa CepACYHBIX COKpAIICHUI cCHavaIa
CHIKAETCsI, a 3aTeM HapacTaeT, M TaXUKapIus COXpaHs-
€TCsI TI0CJIe BOCCTAHOBJICHUSI TbIXaHus. [MITepBeHTHIISIINS,
10-BUIMMOMY, TeHEPUPYETCS I10 LIEHTPATbHOMY MEXaHM3-
My, ITOCKOJIbKY OHa He BbI3BaHa KOCBEHHO TUIIepKaITHUE
WJTV TUTIOKCUEN, TIPEIIECTBYIOIINM aITHO3 U HEPeryJsip-
HBbIM IbIxaHueM [51]. Peakuuu Ha ruIiepkamnHuio, Bepo-
SITHO, 3aBUCAT oT MmyTauuit MECP2 [79]. HeuyBcTBUTE -
HOCTb K JIETKOW THUIePKAalHUM MOXET IPUBECTH
K TIEPUOINYECKOMY YEPEIOBAaHUIO TUIIO- Y TUIIEPBEHTH -
JISILAU, UTO SIBJISIETCS] OTIMYUTENIbHOM YepTOl HapyIleHUI
npixanus npu CP [53]. TIpoBouupyomumu ¢pakropamu
JUTSI HApYILIEHMSI IBIXaHWST SIBJISIIOTCSI TTPOOYKIEHHE U CME-
Ha 103bl. B 3TOT nepno akTMBU3UPYIOTCST IBUTATEIbHbBIC
CTEPEOTUIINH, alTHO? MOTYT COIPOBOXAATHCS APOXKBIO,
103011 OMKMCTOTOHYCA, TO3TOMY 00I1Iasi KapTMHA HATIOMU-
HaeT (OKaJIbHBI MOTOPHBIN NpucTym. KpaiiHe BakHO
nuddepeHIMpOoBaTh TAaKOE MOBENEHUE OT SMUJIECITUYECKUX
MPUCTYIIOB C MTOMOIIBIO BUACO3JICKTpodHLIIedantorpadu-
yeckoro MoHutopuHra (BOM), utoObl n30eKaTh HEHYXK-
HOTO Ha3Ha4YeHUs ITPOTUBOCYIOPOKHBIX MpernapaToB [59].
Bo Bpems 3Mu30[0B almHO3 WM TUIEPBEHTUISLIUU
Ha D3I, KaK npaBujo, peructpupyercs aud@ysHoe aeb-
Ta-3aMeIIeHre 0e3 MKTaJIbHBIX aTTepHOB [17, 64].
Cnacruynocts. CorjiacHo onvcaHuio A. PeTra, crac-
TUYHOCTh HIDKHMX KOHEYHOCTE! y MAIlUeHTOK OTMeJalach
B 100 % ciyyaeB. B nanbHelineM pa3Hble aBTOPHI ITO-pa3-
HOMY OITMCHIBAJIM IBUTATEIbHbIC HAPYILIEHMS: «ITPU3HAKA
TUCHYHKIIMYA KOPTUKOCITMHAIBHOIO TPAaKTa», «PUTHI-
HOCTb», «TUTIEPTOHNYECKAsT PUTUIHOCTD» , «CIIACTUIHOCTb»
[38, 45, 52, 67]. D. Hirano v coaBT. onucaiy ClacTUIHOCTh
y 52 % naumenTtok ¢ CP B Bo3pacte ot 16 mo 30 jiet u crap-
I, HeCKOJIBKO Yallle — B TpyMIle MallMeHTOK CTapiie
30 ner (61 %) [31]. Hanuure HEYyTOYHEHHBIX «ITMPaMUI-
HBIX CUMIITOMOB» ObL10 oOHapyxeHo T. Temudo u coaBT.
y 28,3 % manmeHToK B Bo3pacte oT 4 1o 14 et [71], onu-
caHa rurneppedekcus y 49-netHeit xxeHuHbl ¢ CP [61].
HeyToyHeHHBII «TUTTEPTOHYC» TakKe onucaH y 22 % na-
veHToK ¢ CP [76]. bbuto o6Hapy:kKeHO, 4TO KJIaCCUYECKUI
CP ¢ myrauusamu B reHe MECP2 xapakTepusyercs: 00J1b-
el CTEIEeHbIO CITACTUYHOCTU W AucTOHUH (45,8 %)
1o cpaBHeHMIO ¢ aTunmIHBIM CP (40,5 %). Taxke nipu TH-
muyHoM CP nipeoGnagaer atakeus (35,6 %) [72].
Jucronusa. [Tpu CP Takxke oTMeuaeTcs auctoHus [18,
30, 38]. A.M. Kerr 1 CoaBT. ONMMCAIM «BbIKPYYMBAIOIIINE
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JBVDKCHMSI» , WJIM TUCTOHUIO, y 63,1 % MmalMeHTOK B BO3pa-
cre o1 4 1o 13 net [38]. [TocTypanbHasi puriaIHOCTb HAOIIO-
Jlajach Ha epBoM roay xku3Hu y 11 u3 22 nauneHtok ¢ CP
B Bo3pacte 10 6 Mec Xu3HH [17], a Takke y 6 u3 10 maum-
€HTOK B Bo3pacTe oT 13 1o 55 jer [64]. DokanbHast 1 cer-
MEHTapHasi TUCTOHMUSI, TIO-BUAMMOMY, Yallle BCTpedaiach
pu MucceHc-mytanusix (41,7 %, 25 u3 60 ciaydaes). Onu-
CaHbI TUCTOHUYECKKE TTO3bI TUCTAIHBIX OTAEIOB KOHEY-
HOCTeI: y B3pocJIoii marueHTKy 49 jiet [61] 1 y mauueHTKH
19 mec no mepuona perpecca [69]. ¥V 3 u3 4 marmeHTOK
¢ mytaumeit R294X Ha paHHUX cTaausx 3a00JeBaHUS Ha-
oonanach (okajabHas WM CerMEHTapHas IUCTOHUS,
a TakxXe pUruaHas MoxolIKa ¢ IIMPOKOUl omopoii [74].
S.S. Abraham u coaBT. OIMCHIBAIOT OpPabHYIO alPaKCHIo,
CBSI3aHHYIO C MOBTOPSIIOIIMMUCST TUCTOHUYSCKUMU JIBH -
JKEHUSIMU SI3bIKa, KOTOPbIE BO3HUKAJIU OTHOBPEMEHHO
¢ mpueMoM Ui y 18 (78 %) u3 23 manmeHToK B BO3pacTe
1-5 net [1]. Buneodroopockomnusi IIoTaHUs y 9TUX Ta-
LIMEHTOK BBISIBIJIA TUTIEPKMHE3BI T10 TUITY ITIePeKaThIBAaHUM
s13bIKa, Kak rpu 6oje3Hu [MapkuHcona. Y. Nomura 1 COaBT.
OTMETUJIM HEEeCTECTBCHHYIO, AMCTOHMYECKYIO, 103y PYK
Y MaJIbLEB (HET JaHHBIX O PaCIIPOCTPAaHEHHOCTH), CBSI3aH-
HYIO C BEIPaXKCHHBIMU CTEPEOTUITASIMU PYK, TTOSIBIISIIONIH -
mucs B Bo3pacte oT 8 mec 10 3 net [52]. P.M. Fitzgerald
M COABT. CIIELIMAIIBHO MCCIICIOBAIM 3KCTpanpaMUuIHbIe
CUHAPOMBI B rpyIirie u3 32 mauueHTOK B Bo3pacTe oT 30 Mec
JIo 28 n1eT, o0paTUBILMXCS B CIIEMATIU3UPOBAHHYIO KJIH-
HUKY I10 pacCTpOMCTBaM IBVKeHUI. IMcToHMS HabJII0-
nanach y 19 u3 32 maiueHToK, IpuyeM 3Ta 10151 YBeJInIK-
BaJlach ¢ Bo3pacToM. Haubojee 4yacTo Iopaxkaiuch
JIMCTAJIbHBIE OTIEJIBI HIKHUX KOHEYHOCTEH, HECKOIbKO
pexe ciiefoBala TeHepaIn30BaHHas JUCTOHUS, eIle PeKe
BcTpeuasach (poKajbHash IUCTOHUS 00enx ctor [18].
Tpemop. Y nauueHtok ¢ CP onucaHo apoxkaHue ro-
JIOBBI B TIOJIOXKECHUU JIeXa Ha KUBOTE B TeYCHUE TTIEPBOTO
Mecsa Xu3Hu [17, 64, 68, 71, 75]. MenkoaMITIUTYIHBIA
TPEMOp TIPU CTEPEOTUIMSIX PYK WJIM TPEMOP BCETO Teja
C TMIEePBEHTWISILIMEH WK O3 Hee TaksKe ObLT 3apeTrucTpu-
poBaH B 3 npyrux HaomoaeHusix CP 6e3 KOHKPeTHBIX MO~
pobHocTeit o pacnpocTpaHeHHOCcTH [45, 52, 53]. TpeMop
He ObL1 BhIsIBIIEH y natiMeHToK P.M. Fitzgerald u coaBT. [18].
C. Einspieler 1 coaBT. COOOIIMIN O BBICOKOI YacTOTE Tpe-
Mopa B BEIOOpKE M3 22 MallMeHTOK B Bo3pacTe 1o 6 Mec,
KOTOPBIM TI03IHee ObLI ycTaHOBICH aAuartHo3 CP; onucan
HU3KOAMILIUTYIHBIIA U BHICOKOYACTOTHBIN TPEMOP B OHOM
WM 00erX pyKax, He3aBUCHMBbII OT Ij1aya U1 BOJIHEHUS,
WU MEIUICHHBII TPeMOp 00erX PYK B M03€ C TMTOIHITHIMU
BBepX pykamu [17]. T. Temudo u coaBT. onucaau He TOJIb-
KO KUHETUIECKMI1, HO U MOCTYpaJIbHbII TpeMop B 48,3 %
(29 u3 60) ciayvaeB. ITocTypalbHBIN TPEMOP PEUMYIIIE-
CTBEHHO OTMEYAJICS Y PUTHIHBIX 1 aKUHETUIHBIX JCBOYCK
¢ CP, 0ocobeHHO y MalMEeHTOK ¢ YKOPOYEHHBIMU MyTally -
SIMM, Yepe3 S JieT roce aedroTa 3adoaesanus [71]. Tpemop
ITOKOSI ¥ TIOCTYPaJIbHBII TPEMOP BEPXHUX KOHEYHOCTEM
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OIKMCaHbl Y NEBOYKU 8 JIET C MUCCEHC-MYyTallMell TeHa
MECP2 (R133C) [68]. «<HeyrouHeHHBI TpEMOp» TUAarHO-
ctupoBaH y 33 % (4 u3 12) manueHTOK (ITOAPOCTKOB
U B3pOCJbIX, B Bo3pacTe 14—31 rom) ¢ pa3MIMYHbBIMU MyTa-
mussmu MECP2 (R306C, R133C, R106W) [8].

MuoKoHyc orvicaH B 2 cTaThsX Y 21 u3 42 maleHToK
¢ CP [18, 24], y 5 u3 72 maumenTox [70, 75]. PM. Fitzgerald
M COABT. OIMMCAII MUOKJIOHYC TOJTOBBI M TyJioBra y 11 (34 %)
n3 32 narmenTok [18]. R. Guerrini 1 coaBT. OTMETWIIA MYJTb-
TUHOKATLHBIIA MUOKJIOHYC B IMCTAIBHBIX OT/EIaX KOHEUHO-
creit y 9 (90 %) u3 10 marmeHToK B Bo3pacTe oT 3 10 20 jeT
[24]. Helipodusnonornyeckue UcciaeIoBaHUsl MOKa3alu,
YTO y 5TUX MALMEHTOK HAOJIIOAJICs XapaKTePHBII MaTTepH
KOPTUKAJIbHOTO pedieKTopHOro MruokiaoHyca [24]. Kpome
TOrO, B 1 Cllydae Oblia OoImrcaHa MUOKJIOHUYECKAsT aTaKCHs
KOHeuyHocTelt (MuokioHyc-atakcust). B. Hagberg u coabT.
OIKCaI MUOKJIOHYC B COUETaHUU C TpeMOpoM Y 4 u3 12 ma-
LIMEHTOK cTapitie 14 jiet [27]. MMOKIOHYC BepXHUX M HYDKHMX
KOHEYHOCTE|, IPEeUMYILIECTBEHHO TUCTAbHBIX OTIEIOB,
omucaH y 5 u3 8 mauueHToK ¢ kiaccuyeckum CP [15].
Ha snextpomMuorpamme y Bcex HaOMIOAANICS KOPTUKATBHBIN,
MYJIBTU(OKATBHBIN 1 apUTMUYHBII MUOKJIOHYC, BO3HMKA-
0L KaK BO BpeMsl 00IpCTBOBAaHMS, TaK M BO CHE.

XopeoareTto3 Obu1 onucaH y 18 u3 51 nauuentku ¢ CP
B 2 paborax [18, 38]. [IpenmylecTBEeHHO AUCTATbHbIN XO-
peoareTo3 Habmogancs y 4 u3 32 maiueHTOK B Bo3pacTe
110 4 net [18], ¢ «TOMYKOBBIMU WY XOpeu(POPMHBIMU JBU-
JKEHUSIMW» TYJIOBUILA U KOHeUHOCcTel — y 14 u3 19 nmamu-
€HTOK B Bo3pacTte oT 3 1o 13 et [38].

[nokuHeTHYECKHE ABUTATEIbHBIE PACCTPOCTBA, BKITIO-
yasi TMITOMUMUIO, PUTUIHOCTD U OpaguKUHE31I0, ObUIH
omnucaHbl ToNbKO B 1 ucciaenoBanuu [18]. Tunomumus
HaOmoganack y 20 u3 32 nalmeHToK. PUTMIHOCTD pa3Hoit
cTeneHu U OpaauKuHe3ust oTMeueHbl y 14 1 13 u3 32 na-
LIMEHTOK COOTBETCTBEHHO. PUTUIHOCTB BcTpevasach B JIIO-
0oM BoO3pacTe, HO dYallle y HOeBOYECK crapiiue 4 JieT.
P. Humphreys 1 coaBT. cOO0IIAIOT O YacTOTe, TEUEHUU
1 JIOKAJIM3alMK TTOPaKeHUST TIPK ITPOrpecCUpyoleii map-
KMHCOHMYECKOI PUTHIHOCTH Y IETEM, IIOIPOCTKOB M B3PO-
cibix ¢ TunudHbiM CP (B aHanu3e yyacTBoBaia 51 nauu-
eHTKa B Bo3pacte oT 2 10 20 net) [32].

Dmunencus npu CP, mo nanneim U. Steffenburg u co-
aBT. [66], P. Huppke u coasr. [33], BcTpeyaeTcs ¢ 4acTOTOI
o1 50 10 90 %. DrunenTUYecKre MPUCTYIIbl HAOII0Ial0T-
¢y 90 % neBouek ¢ CP, B oapOCTKOBOM BO3pACTe SIIM -
Jericust Bctpevaetcst pexe — B 20—30 % ciygaes [12].
DnuienTuieckue MpUCTyIbl yalie Bo3Hukaror B 111 kiu-
Huueckoi ctaauu 3adoseBanusd [50]. I[Tpu CP moryt npu-
CYTCTBOBATb BCE TUITBI IIPHCTYITOB O€3 XapaKTepHOM CEMUO-
JIOTUH «IIePBOTO MpUCTyIa» [6]. OCHOBHAs CIIOXHOCTh
COCTOMT B IMArHOCTHKE SIMUICITHYECKMX TIPUCTYITOB, I10O-
CKOJIbKY TPYIHO Pa3IUYMUTh SMWICITUIECKUE TTPUCTYIIBI,
TMIePKUHE3bI U cTepeoTunuu. CoracHo ABCTpaIMiCKOM
6a3e gaHHbIX, 1Mo C.P. Jian u coaBt. [35], mpeanoaraeTcs,
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YTO BO3MOKHBIMM IIPOTHOCTUYECKUMHM (DaKTOPaMM pa3BU-
THSI SIIJIETICUM MOTYT OBITh HapYIIICHUSI Pa3BUTHSI B TIep-
Bble 10 Mec XU3HM U HeC(hOPMUPOBAHHOCTH CAMOCTOSI -
TeJIbHOI Xonb0bl. OmpeneaecHHbIe TUTIBI MyTaluii MECP2
00YCJIOBIMBAIOT PA3JIMYHYIO IIPEIPACIIONOXEHHOCTh
K snuuenicuu [22]. IIpuctynbl AeOIOTUPYIOT B BO3pacTe
oT 2 1o 4 net [4]. Haubonee pacnpocTpaHeHHbIE TUIIBI
MPUCTYIIOB BKJTIOYAIOT (DOKATbHbIE MOTOPHBIE M HEMOTOD-
Hble, OuIaTepalbHbIe TOHUKO-KIIOHUYECKUE TPUCTYIIHI,
TOHMYECKNE U MUOKJIOHWYECKHE, TIPU 3TOM abCaHChI
1 KJIOHWYECKME IPUCTYITBI BCTpedaloTcs pexe [6, 50, 66].
B. Cardoza u coaBT. onucanyu HanmuKMe Kak (poKaJbHBIX
npuctynoB (58 %), Tak W reHepaiu3oBaHHBIX (38 %);
Ipy 3ToM (hOKaJIbHbIE TIPUCTYIIBI BCTpevaroTcs vaie [9].
[IpucTyIIbI MOTYT TIPOBOLIMPOBATHCS JTUXOPAIKO, TPYII-
MMMPOBAThCS B CEPUHU, CTAHOBUTHCS PEKE B IIOAPOCTKOBOM
Bo3pacre. [To ganHbM A. Nissenkorn u E. Gak, no cpas-
HEHMIO C O0LIeH oMy asiuueii paHHue (peOpUIIbHBIE CYI0-
poru MoryT Bcrpedatbest vanie npu CP (12 % npotus
2—5 % Buenom) [51]. B GOJIbIIMHCTBE ClTydaeB IMIPUCTYIIbI
XOPOIIIO KYIMUPYIOTCS IMPOTUBOCYIOPOXHBIMM Mperapa-
tamu. A. Dolce u coaBrt., a Takxke P. Huppke u coaBT. pe-
KOMEHIYIOT u30eraTh Ha3HauYeHUs1 0apOUTYpaToB U OEH-
30/IMa3eIIMHOB, KOTOPHIE CHUKAIOT YPOBEHb IICUXUYECKOM
aKTUBHOCTU U PEaKIIMIO, CO3/IaBasl «IICEBIOYXYAIICHUC
[14, 33]. TeueHue u TsKecThb anuiernicuu npu CP paznuu-
HBI, HO, TT0 JAaHHBIM JIUTEPATYPbl, MOXXHO CeJIaTh BHIBO
0 CYIIECTBOBAaHUM HEKOTOPBIX 3aKOHOMEPHOCTEH B BO3-
pPacTHOM crieKTpe. BoJbIIMHCTBO IPUCTYIIOB BO3HUKAIOT
B Bo3dpacTe 2—5 jieT (MearaHa Hayajia — 4 rojga), mpu 9ToM
OYeHb HEOOJIbIIAS IOl CIyYaeB OTMEYAETCsI B BO3pacTe
nocne 10 ner [40, 51, 55]. Havano snunerncuu oObIMHO
koppenupyeT ¢ [I-I1I knuHuYeckuMu ctagusimMu, T. €. cTa-
JIiei ObIcTporo perpecca u miato [21]. TsokecTs anuiencun
4acTO UMEET TCHICHIINIO K CHYDKEHUIO TTOCIE TIOIPOCTKO-
BOr0 BO3pacTa, ¢ YMECHBIICHUEM 4YacTOThI IPUCTYIIOB
1 B 1ISJIOM MEHBIIIMM KOJIMYECTBOM OMJIaTepaIbHBIX TOHU -
KO-KJIOHWYECKUX MPUCTYIOB, JaXe Y MallMEHTOK C pe-
dpakTepHBIMU TIpUCcTYTIaMH [40, 66].

Pannee navano npucrynon nipu CP TpeOyeT TiaTesb-
HOM TeHeTMYECKOI MUarHOCTUKHU, MIOCKOJIbKY OoJiee Xa-
pakTepHo s ciaydaeB atunuaHoro CP (CDKL-5u FOXG),
MPY KOTOPBIX OTMEUAIOTCs MH(GAHTUIbHBIE SITMICTITHYE -
CKUeE CITa3MBbl, a TAKXKE CITy4aeB pedpakTepHO MUOKIIOHH -
yecKoii anunencuu [4, 29, 51]. Peakocts mytaiuit MECP2
y II€BOYEK C ITPUCTYIIaMU Ha ITEPBOM IOy >KW3HU ObLIa 01
tBepxkaeHa L. Jian u coaBT. [35]. bonee paHHee Hauyano
SIWJIETICUU HE BIIMSET Ha OTHalieHHOe TedyeHue camoro CP
[50]. He BbIsiBJIcHA KOppessiiys MexXIy MUKpoliedanueit
M TSDKECThIO anuiiencuu [22, 55, 66]. TsokecTh SIIEIICHT
CYIIIECTBEHHO HE KOPPEJIMPYET ¢ KAKUM-TTMO0 KOHKPETHBIM
THITOM MPUCTYIIOB [66]. DIujericus Jaie BCTpedaeTcs
y AIIMEHTOK ¢ MUcceHC-MyTatusiMu: p. T158M (74 % ciy-
yaeB) 1 p.R106W (78 % ciyyaeB), Torma Kak y MalMeHTOK
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¢ myraumamu p.R255X nimm p.R306C smumernicust Habo-
nanack pexe [22, 54]. B uccnenoBaHuu MexXXayHapOIHOM
koroptel C.P. Dolce u coaBT. BBISIBWIM, YTO HMALMEHTKHU
C KPYITHBIMU JIJIEIUSIMU B 1IEJIOM UMEIOT 00Jiee TSIKEIIbIi
(heHOTUTT — GOJIEE BRIpAXKEHHBIE IBUTATEIbHbIC HAPYIIIEHNSI,
MaHyaJIbHbIe CTEpEOTUITMI U HapyllleHue oOLueHus [ 14, 22].
A. Nissenkorn 1 coaBT. [51] cooO1IMIN, YTO HAYAJIO TPUCTY-
TTOB ITOCJIE S JIET SIBJISIETCS] XOPOILMM IPOTHOCTHIECKIM (haK-
TOPOM TSI IOCTVDKEHUST KOHTPOJISI Hall HUMM.

HecMoTpst Ha 4acTylo BCTpeYyaeMOCThb JIUICIICUU
npu CP, ee qrarHocTrKa ObIBaeT 3aTPyAHEHA, MOCKOJIbKY
MHOTHE ApyTHe KIMHUYecKue mposiiaeHus: CP ommbouHo
MPUHUMAIOT 3a 3MUIENTUYECKUE IPUCTYMbI, PaBHO
KaK ¥ SMWICNTUYECKHUE TPUCTYIIBI, MOATBEPKICHHBIC
3JIEKTpOrpachuIeCKu, YaCTO He PACIIO3HAIOTCS POAMTEIISI-
MM MaIMEHTOK JOJDKHBIM 00pa3zoM. OO011ast yacToTa BO3-
HMKHOBeHMs srmtericuu ipu CP, BeposiTHO, TiepeolieHeHa.
BOM uwurpaet pemamoiinyo pojib B AubdepeHInaIbHOI
JIMarHOCTHKE SMWICIITUYCCKHUX U HERMUIEITUISCKUX Ta-
PpOKcU3MaIbHBIX cocTosiHUi. B uccnegoanuu R. Guerrini
U coaBT. ipu BOM y 389 nannieHToK ObLIO YCTaHOBJICHO,
YTO TOJILKO 48 % 13 HUX UMENTH STWICTITUYECKUE TPUCTY-
IIbI, B OTJIMYME OT IIEPBOHAYAIBHO 3asIBJICHHBIX POTUTEIS -
mu 60 % [25]. Cpeay moBeAeHUECKMX TApOKCU3MOB, O KO-
TOPBIX COOOIIAJIM POIUTEIMN IMAIIMEHTOK, TOJBKO TPETh
MOTYT OBITh CBSI3aHbI C BOBHUKHOBEHUEM UKTaJIbHBIX I1aT-
TepHOB Ha DOI [22].

B uccnenoBanue D.G. Glaze u coaBT. ObUIO BKIIIOYEHO
82 maumenTtku ¢ CP B Bospacte ot 2 10 30 siet. ITo pe3yasratam
HCCIIEIOBAaHUST 0KAa3aJI0Ch, YTO KIIMHUYECKKE COOBITHS, KO-
TOpbIC POOUTEIN CUMTAIM MpUCTynamu, B 42 % ciydaeB
HE CONPOBOXIAIMCH SIMICTITH(HOPMHOIM aKTUBHOCTBIO B XO-
ne BOM. B To xe Bpems y 15 % nanmeHToK ¢ IpUCTyIaMu
B aHaMHE3¢ UMEJIUCh KITMHUYECKIE TIPOSIBIICHUST, KOPPEIIv-
pYIOILIME C UKTAJTbHBIMU U3MEeHeHUsIMU Ha DT, Ho poauTe-
JIM HE CYMTAIM MX IpucTyramu. Kpome 3Toro, y MHOTMX
MalMEeHTOK PEerMCTPUPOBAIACh TOJBKO SMWIENTUMOPMHAs
aKTUMBHOCTb Ha DI 0e3 UKTaIbHBIX COObITHIA [21].

P.S. Sousa m coaBT. [65] onmucanu 6eccyaopOXHBINA
snwientuyeckuii cratyc y 4 nesouek ¢ CP. Otmevanuch
SITM30/IbI 3aMUPAHMS, LTIMaHO3a, MAHYaIbHBIX CTEPEOTUITHIA
U runepBeHTWIIIUM. [Ipu cuHxpoHHOI 3anucu DT pe-
TMCTPUPOBAIKCH HEMTPePbIBHAS SMWICITU(MOPMHAs aKTUB-
HOCTD B IICHTPO-TEMEHHOI 1 BUCOYHOI 061acTsIX (2 marm-
€HTKM), TeHePaJIU30BaHHAasl UKTaJbHasl TeTa-aKTUBHOCTh
(1 malMeHTKa) ¥ UKTaJbHbIN MaTTepH B BUIIE TeHEPaIN30-
BaHHOI1 AenbTra-akTUBHOCTH (1 manmeHTKa). beccynopox-
HBIJA SNMWIENTUYECKUIN CTATyC TPYAHO AUArHOCTUPOBATh
B 11e710M, HO TIpy CP OH, KaK IIpaBUIIO, ITPOITYCKAETCs, IT0-
CKOJIbKY €T0 OLICHUBAIOT IO KIIMHUYECKUM TIPOSIBJICHUSIM
B BUJIC YCUJICHUS HAPYIIICHUIA TIOBEACHUSI.

BaxxHbIM MHCTpYMEHTOM B JuddepeHIInaTbHON a1~
arHOCTHKE SITWICHITUYCCKUX U HEAMWIENTUUECKUX ITapOK-

3

CU3MaJIbHBIX COOBITHI, BepuM@UKALIMM HapyLICHUM
JIBIXaHUS U CEPICYHOM NESATeIbHOCTH, a TAKXKE OILICHKE 3(h-
(beKTUBHOCTH Teparnuu SIIICTICUU SIBIIIETCS MOaurpadu-
yeckuit BOM. B uccnegoBanuu G. D’Orsi v coaBT. BbISIB-
JICHHbIE MUOKJIOHMYECKME SIMMICIITUYECKUE TPUCTYITBI
OIIMOOYHO JAMArHOCTHPOBAIMCH KaK JABUTATECNIbHBIE pac-
cTpoiicTBa U cTepeoTuriid. COOBITHS, UACHTU(MUIIMPOBAH-
HBIC POAMTEIISIMUA KaK TeHepaIi30BaHHbIE TOHUKO-KJIIOHU -
YeCKHMeE MPUCTYITHI, OKAa3bIBAIMCH SMTM30JaMH IBUTATSITEHON
AKTUBHOCTH C HapylIeHUEM IIbIXxaHus1. Y 4 13 8 malreHToK
Obl1a BbISIBJIEHA arrpaBaliyiss MUOKJIOHMYECKUX IIPUCTYIIOB
Ha (hoHe HEKOPPEKTHOM Tepanuu. [MIepBeHTHIIALIMS 1 all-
HO3 BO BpeMs1 00IpCTBOBaHMSI IIPUCYTCTBOBAJIN Y BCEX T1a-
LIMEHTOK, B TO BpeMsI KaK IIEHTPaJIbHOE alTHO3 BO CHE OBLIO
BBISIBJICHO Y 1 maneHTK. CUHYCOBast TAXUKAPAMS U aPUT-
MMH OBUTH 3apeTHCTPUPOBAHBI y 6 MAIIMEeHTOK [15].

3aknyeHue

Cunapom PetTta conpoBoxaaeTcs: 00JbILINUM KOJIUYe-
CTBOM CTE€PEOTUITHBIX OBMKEHMI, KOTOPBIE YACTO OIIIM-
0OYHO NMPUHUMAIOTCS 3a IIPUCTYIIBL. B pe3ynsraTe oT™Me-
yaeTcs JIoXHast (hapMaKope3UCTEHTHOCTb — COCTOSIHUE,
KOIJa MPOTUBOCYIOPOXKHBIE JIEKapCTBa SKOObI HeaddheK-
THUBHBI. Bpad mmpoBoauT ux 3ameny, namueHTka ¢ CP mpu-
HUMaeT BO MHOTHUX CJIyYasiX HECKOJBKO IIperapaToB.
A B xone BOM oka3biBaeTcsi, YTO ABUKEHUS, KOTOPBIE €€
POIUTEIN CUUTAIOT IIPUCTYIIAMU, TAKOBBIMM HE SIBJISTIOTCSI.
Bpau mooKeH 3HaTh O CYIIECTBOBAHUM Pa3HOOOPa3HBIX
CTEPEOTUITHI 1 Pa3bSICHATh POAUTEIISIM PA3HUILY MEXKITY
SMWISNITUYECKUMHU MMPUCTYITAMHU Y HESNMMWICITUYECKUMHU
rmapokcuaMaMu. CliemyeT 3aMeTUTh, YTO Ha MPAaKTUKE PO-
JIUTEJTN HACTOJIbKO (PMKCHUPOBAaHbI HA CTEPEOTUITHSIX JCTEH,
YTO HE BEPAT, YTO 3TO HE MPUCTYIbL. B Takux cirydasx
Ha TTOMOIIb TOJDKEH MPUXOIWTh CEMEIMHBIM ITCHXOJIOT.
B ¢Bs131 CO CIOXXHOCTBIO AMAarHOCTUKU 3nuiencuu npu CP
Mbl pEKOMEHIYeM IpoBeaeHue MpoaoakeHHoro BOM
¢ (pukcauueit codbITUI Ha BUaeo. B To ke Bpems cBoe-
BPEMEHHO BBISIBJICHHBIC STMJICITUYECKUE MPUCTYIIBI
Ha BOM, KoTopble paHee CUYUTAIMCh HEMMICIITUYECKM -
MM, MOTYT U3MEHUTD IOAXO0J K MPOBOIVMOI Tepariu,
TeyeHue 3a00JIeBaHUS U YAYYIIMTh €ro IIporHo3. Ipamor-
Hasg OMarHoCTUKa IpedoTBpalllaeT MOoJUIlparMasuio
1 YJIy4YlIaeT KaueCTBO KU3HU NMAllUCHTKU U €€ CEMBU.

B Poccum cymectByeT oO0benMHEHUE MallUEHTOB
«CuHapoM Petta» — opraHuzaius, KoTopasi BKII04aeT He-
CKOJIBKO TBICSTY PYCCKOSI3bIYHBIX WICHOB HE TOJIbKO 13 Poc-
CUM, HO 1 13 APYIUX cTpaH. JlaHHas opraHu3aiys HHMop-
MAallMOHHO MOAAEPKMUBAET ceMbM MarueHToB ¢ CP.

Cchlka Ha TejierpaM-KaHa
JUTSI TAIlEHTOB:
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OnTuyeckuit HeBpuT (OH) — ocTpoe BocnanuTensHoe 3a6oneBaHue 3pUTENLHOTO HEPBA, Hanbosiee YacTo accoLMupoBaHHoe
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NUU [N COXPAHEHWA 3PEHNA W NpefoTBPalleHns uHBanuansaumu. CBoeBpemMeHHas auddepeHLnanbHas AMarHocTuka
pepknx dopm OH AaBnaeTcA 3aN0rom ycnewHoro neveHus.
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PYCCKUN

sy IETCKOM
HEBPOAOT' MU

BeepeHue

Ontuyeckuii HeBpUT (OH) — ocTpoe BocnanuTenbHOE
3a00JIeBaHUE 3PUTEIBHOTO HEPBA, IPOSIBIISIIONICECS 00JIbIO
TIPY IBMKEHUSIX [JIa3HBIX SI0JIOK U TIOTEpeil 3peHMsl. XOTs
HauboJiee 4YacTo M XOpoIlo udyyeHHou npuunHoit OH
SIBJISIETCS paccestHHBIN ckiiepo3 (PC), cyiecTByeT nmpo-
KU CIIEKTP peaKHuX (DOpPM, KOTOPBIE MOTYT OBITh KaK M30-
JIMPOBAaHHBIMM, TaK Y MIPOSIBIIEHUEM CHCTEMHBIX ayTOMM-
MYHHBIX, MHQEKIMOHHBIX WJIU HIAMOIMATHYECKUX
npoiieccoB. [IpaBunbHas 1 CBOeBpeMeHHasl AMarHOCTHKA
MMeHHO peakux ¢opm OH kpuTuyecku BaxkHa, Tak
Kak OIIIMOKAa MOXET IMPUBECTU K Hea(hDEKTUBHOMY Jieue-
HUIO, OBICTPOI MHBAIMIN3ALUN U HEOOPAaTUMON MOTEpe
3peHMUSI.

CoBpemeHHas KnaccudmKkayma

ONTUYECKOro HeBpUTa

VYpoBeHs 1. O61IMit moaxoxn;:

* ayTouMMyHHBIH OH (00BIYHO pPEeLUAMBUPYIOLINIA,
TpeOyeT NOJArOCPOYHON UMMYHOCYIIPECCUM);

* uHbeKIMOHHbIN/crucTeMHbIt OH (00b1YHO MOHOMbA3-
HBIIA, STUOTPOITHOE JICYCHUE).

VYpoBeHb 2. OCHOBHBIE HO30JIOTMHU 1 XOPOILIO U3YYeH-
HbIe CUHAPOMBI. DTa KaTeropus BKIIOYAeT KaK pacrpo-
CTpaHEHHBbIE, TaK U peakue (popMbl, onpeaessieMble aHa-
TOMUEl, GuoMapKepaMu 1 TeYCHUEM:

* OH, accouuupoBanHbiii ¢ PC (Multiple Sclerosis-
Associated Optic Neuritis, MS-ON);

* OH, accouunpoBaHHbBII ¢ 3a00J€BaHUSIMU CIIEKTpa
ONTUKOHEBPOMUEINTA/aHTUTEIAMM K aKBaIlOpUHy 4
(Neuromyelitis Optica Spectrum Disorder-Associated
Optic Neuritis, NMOSD-ON);

* OH, accouuupoBaHHBII C aHTUTEIAMU K MUETMHO-
BOMY OJIUTOIAEHIPOLIMTADHOMY TJMKOIIPOTEUHY
(Myelin Oligodendrocyte Glycoprotein-Associated
Optic Neuritis, MOG-ON);

* OH B cTpyKTYype OCTpOro paccestHHOro sHuedatomMue-
auTa, vame y Jgeteit (Acute Disseminated
Encephalomyelitis-Associated Optic Neuritis,
ADEM-ON);
peuuauBupyromuii uzonuposaHHbiit OH (Recurrent
Isolated Optic Neuritis, RION);

* XpPOHWYECKUI PELUAMBUPYIOIINI BOCITAIUTEIbHBIN
OH (Chronic Relapsing Inflammatory Optic
Neuropathy, CRION);

* OJHOKpaTHbI (MOHO(MAa3HbII) n3onupoBaHHbIii OH
(Single Isolated Optic Neuritis, SION);

* mepBUYHO-TIporpeccupytomuii  OH
Progressive Optic Neuritis, PPON);

» npenamuHapHbiii OH (Prelaminar Optic Neuritis).

(Primary
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VYpoBeHb 3. BropuuHble IpUYMHBI, MaJIOU3yYeHHbIE
CUHAPOMBI 1 Ka3yUCTUYECKUE CIyJau:

* OH, accouMMpoBaHHBINA ¢ JPYTUMU ayTOAHTUTEIAMU
(GFAP-ON, CRMP5-ON, GQI1b-ON);

* OH B KOHTEKCTE CUCTEMHBIX 3a00JIeBaHUI (BaCKYIH-
Thl, CAPKOUI03);

* TTOCTMH(MEKLUMOHHBIN U nHeKunoHHbIi OH;

* OH kak noGouHbIi 3pdekT Tepanuu (MHTUOUTOPHI
WMMYHHBIX KOHTPOJIbHBIX TOUEK; TTperapaThl, OJOKM-
pytoire akTop HeKpo3a OIyxoyu aibda) [6].

B pamkax maHHOI KIMHUYECKOM JIEKIIMY pacCMaTpU-
BaoTcsa ¢opMbl ypoBHsa 2 (RION, CRION, PPON)
U YPOBHS 3, KOTOpBIE MPEACTABISIOT HAUOOIBIIYIO KM~
HUYECKYIO CJIOXXHOCTD B CUJTY CBO€ OTHOCUTEJIBHO MEHb-
IIEN U3YYEHHOCTH.

PeunanBupylowmin U3onMpoBaHHbIN
ONTUYECKUIA HEBPUT U XPOHUYECKNI
peuuauBUpYIOLLMIA BOCNANUTENbHbIN
ONTUYECKUIN HEBPUT

PelivauBupyolmii M30IMPOBaHHBIM ONITUYECKUIA He-
BpuT (RION) — 3T0 cmoHTaHHbIE PELIMAMBBI BOCHIAJIECHUS
3PUTEILHOTO HEPBa, HE CBSI3aHHBIE C U3BECTHBIMU CHUC-
TeMHBIMM ayTOMMMYHHBIMU 3a0oneBaHusmu (PC, pac-
CTPOMCTBO CIEKTpa OITUYECKOTO HEHPOMMEIMNTA)
Y TIpM OTPUILIATEJIbHBIX TECTaX Ha CTAHIAPTHHIE ayTOAHTH -
tena (AQP4-1gG, MOG-IgG).

XPOHUYECKU PeIUANBUPYIONINI BOCITATUTEIbHBIIMA
ontuyeckuit HeBpUT (CRION) — 310 0cobas1, 6omnee Ts-
xenast popma RION, ki1r0ueBoit 0cOOEHHOCThIO KOTOPOI
SIBJISIETCS CTEPOMI-3aBUCUMOCTh. CUMIITOMBI OBICTPO pe-
LIMIVBUPYIOT MPH TOMBITKE CHIKEHUS 103bI TJIIOKOKOP-
TUKOCTEPOMIOB, YTO TPEOYET JUTUTEIbHOM MMMYHOCYIIPEC-
cuBHOI Tepanuu [1, 5].

Mogaeas nanuenTa ¢ CRION
(MMIIPOBM3HPOBAHHBII KIMHUYECKHii CTydaiil)
ITlayuenmka 6 6o3pacme 42 aem. Anamue3: ocmpoe Ha4an0
¢ bonu 6 npasom enasy u crHuxcerus 3perust Ha 70 % 3a 2 Ous.
Maenummno-pesonancnas momoepaghust (MPT) eonoerozo mosea
u opoum: 6e3 namonoeuu, xapaxmeproii o PC. Anaaus na an-
mumena AQP4-1gG u MOG-IgG ompuyamenshblil. B aukeope
NACOUUMO3, OAUOKAOHANbHBIE NOAOCHL OMCYMCIMBYIOM.
Teuenue 3a604e6anus: HA3HAYEHA NYAbC-MEPANUSL Me-
MUANPEOHUZONOHOM C XOPOUWUM 3PPHeKmom — 3peHue 60c-
CMAaHo8UA0CH noumu noaHocmoio. OOHAKo npu ymeHvuleHul
0036l MemuAnpeoOHU3040Ha Huxce 15 me/cym ommeuarucs
NOBMOPHbIE FNU300bI CHUNCEHUS 3PeHUsl HA MOM Jice 21a3.
Huaenoz CRION 6vin noomeepicoen. B kauecmee cmepouo-
cOepeeaiowjeli mepanuu HaA3HAYeH A3AMUONPUH, YMO NO360-

1Co6upatenbHbIit 06pa3 Ha OCHOBE HECKOJILKUX CITy4aeB U3 PaKTUKH.
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AUN0 MEONEHHO CHU3UMb 003y MemUAnpeoHu30a0Ha be3 pe-
uuoue08 3a001e6aHuUs.

Imom cayuaii deMoHCmMpupyem 2AaéHblil OUaeHOCmu4e-
ckuii kpumepuii CRION — 3asucumocms om cmepoudos.
Omcymcmeue aumumen u MUNUYHBIX 04a208 no 0anHoim MPT
nosegoasem uckarouums PC u paccmpoiicmeo chekmpa on-
MUYecK0e0 HellpoMUueauma u Hanpagasem OuaeHoOCMu4ecKuil
HOUCK 6 COPOHY UOUONAMUYECKO020 80CNAAUMENbHO20 NPO-
yecca.

Otauuusgs RION/CRION ot npyrux 3abosieBaHUi
MpuUBeIeHHI B Ta0I. 1.

MepeuyHO-nporpeccupyowmii

ONTUYECKUIA HEBPUT

[lepBUYHO-TIPOrpeCCUPYIOIINIT ONTUYECKU HEBPUT
(PPON) — kpaiiHe penkasi ¢opma, onucaHHasl JUIIb
B €AMHUYHBIX HAOMIONEHMAX. XapaKTepU3yeTCst MEeIJICH -
HBIM, HEYKJIOHHBIM MPOrpeCcCUpOBaHUEM aTpodUu 3pu-

Ta6maua 1. Omauyus RION/CRION om opyeux 3a6onesanuii
Table 1. Differences between RION/CRION and other diseases
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TeJIbHOTO HEpBa U MOTepel 3peHus B TeueHue >12 Mmec
0e3 SIBHBIX 3MM30[I0B 000CTpeHUl 1 pemuccuii. CooTBeT-
CTBYeT NEepBUYHO-MpoOrpeccupylomemy teueHuro PC,
HO U30JIMPOBAaHHO B 3pUTEIbHOM HEpBeE.

Mogaenb naupenta ¢ PPON

(MMIPOBU3MPOBAHHBII CJTydaii)

Tlauyuenm 55 nrem. Anamne3s: 6 meuerue 18 mec ommeua-
em be3001e3HeHHOe NOCMeNneHHOoe YXyOuleHue 3peHUst Ha 1egblil
enas. Ilpu obcredosanuu evisieaena gvipadceHHas ampogus
oucka 3pumenvHoeo Hepsa. Tlepumempus nokasana npoepec-
cupyroujee cyxcenue noaeii 3penus. MPT eon06no20 mo3sea
u opbum: Hecheyuguueckue npusHaKy ampoguu 3pumens-
HO20 Hepaa; 01ae06 6 beaom eeujecmee, xapakmepHoix das PC,
nem. CmaHOGpMHbLI AHAAU3 KPOBU U AUKBOPA HA aHmume-
aa — 6e3 namoaoauu.

Teuenue 3a00ne6anus: nposedeHsl Kypcvl nyabc-mepanuu
cmepoudamu u 86e0eHUs HYMPUBEHHO20 UMMYHO2A00YAUHA

Yacro mepBbIii CMUMIITOM ~ BBICOKMIT pHCK peru-
MoHodazHoe/pern- MoHodazHoe
Teuenue TUBY Imee PpacCeaHHOro CKJieposa JUBOB, TAXKEJIbIC aTaKU 1 peIIIBI 1ee
Course P} Often the first symptom High risk of relapses, severe p 2

Monophasic/recurrent

Monophasic or recurrent

of multiple sclerosis attacks

Creponn-3aBucH- Her (10 TE)66YIOT ar-  Yacro jga, npu peluanuBu-
MOCTD Ha (CRION) Her PECCUBHOM Teparmmn) pylollieM TeueHUur

. Yes (CRION) No No (but require aggressive Often yes, with a recurrent
Steroid dependence

therapy) course
OJIMroKJIOHAIbHBIE MO-
Buomapkepsl DT L HOCI:aBTJ;PLI;iOI;;;{): o
MOMapkep (AQP4/MOG) . P AQP4-1gG+ MOG-IgG+
Biomarkers Negative (AQP4/MOG) Oligoclonal bands
& in cerebrospinal fluid, foci on
tomogram
MarHuTHO-pe30- TIHHHEIS OYATH, Jallle Ilepennue oTmemsl,
HaHCHasg ToMorpa- H TMEPUHEBPAIIBHOE YCUIIE-
¢ust 3puTEILHOTO ecrenduieckoe SAIHHE OTACIbL HUE, 9aCTO IBYCTOPOHHEE
BOCTIAJIEHUE Kopotkue ouarn (xna3ma,/TpaKT) ’

HepBa
Magnetic resonance
imaging of the optic
nerve

Non-specific
inflammation

[IporHo3 BoccTaHOB-
JICHUSA 3pEHUA

Vision restoration
prognosis

BapuabGenbHblii,
0e3 JIeYeHUs TIOXOM
Variable, poor without
treatment

Short foci

yI[OBJ'[eTBOpI/ITeJ'[])HOG BOC-
CTaHOBJICHUEC
Satisfactory recovery

IIOpaKE€HUe
Anterior segments, perineural
enhancement, often bilateral

involvement

Long foci, more often
posterior segments
(chiasm/tract)

[Tnoxoit, HaKOIIJIEHUE YacTo Xxopomuii,

I[C(i)CKTOB HO BO3MOZKHbI pECIIMANBbI
Poor, accumulation Often good, but relapses
of defects are possible

Ilpumeuanue. RION — peyudusupyrowuii uzosuposannutii onmuueckuii Hegpum; CRION — xponuueckuii peyudusupyrowuii 6ocnanu-
menvHblil onmuueckuii Heepum; MS-ON — onmuueckuii Heepum, accoyuuposantwiil ¢ paccesHHvim ckaepozom; NMOSD-ON

(AQP4+) — onmuueckuil Heepum, accOUUUPOBAHHDLIL C 3a001e6AHUIMU CNEKMPA ONMUKOHEEDOMUCAUMA/AHMUMENAMU K AK8ANOPUHY 4,
MOG-ON — onmuueckuii Hegpum, acCOyUUPOBAHHBLIL C AHMUMENAMU K MUCAUHOBOMY 0AU00eHOPOYUUMAPHOMY 2AUKONPOMEUH).

Note. RION — recurrent isolated optic neuritis; CRION — chronic relapsing inflammatory optic neuropathy; MS-ON — multiple sclerosis-associated optic
neuritis; NMOSD-ON (AQP4+) — neuromyelitis optica spectrum disorder-associated optic neuritis (associated with aquaporin 4 antibodies); MOG-ON —

myelin oligodendrocyte glycoprotein-associated optic neuritis.
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o6e3 3nauumoeo agppexma. Huaenocmuposan PPON. Tepanus
ObL1a HANPABAEHA HA HEUPONPOMEK U U A0ANMAayUIo K ume-
rowemycsi deghexmy.

Dmom cayuail noduepkusaem, mo He 6ce NOPANCEHUs.
3PUMENbHO20 HEPBA HOCAM OCMPbLIL OCHANUMEAbHbLI XAPAK -
mep. PPON npedcmaensiem co6oii duazHoCmu4ecKyio u me-
panesmu4eckyio npobaemy, maxK Kak HA0OXO omeevdaem
Ha cCManoapmHyio npomueo80CnaAUmMensHy0 mepanuio.

OnTUYeCKUU HEBPUT, AaCCOLMUPOBAHHDIN

C peAKUMU ayTOAHTUTENIAMU

(vpoBeHb 3 no knaccucmkaumm

ONTUYECKOTO HeBpPUTA)

IToMuMO OTHOCUTENBHO XOpoIllo u3BecTHbIX AQP4
u MOG, 3pUTENbHBIII HEPB MOXET OBITh MUIIEHBIO
IIJIS1 IpyTUX ayToaHTuTes. Mi3BecTHsI 2 Takue dopmbl OH:

* GFAP-ON (accounnpoBaHHBI ¢ aHTUTEIaMU K T~
aJlbHOMY (UOPUJLIIpHOMY KucoMy Oenky). Yacto
MPOTEKAEeT B BUIC MEHUHTO3HIIC(HATOMUEINTA C TO-
JIOBHOI1 001b10, TUXOpaaKoit, cynoporamu. OH moxer
OBITH OMHUM U3 KOMIIOHEHTOB. JIMarHo3 moaTBep:k/ia-
eTcs ooHapyxxeHrueM aHTu-GFAP-anTuTen B 1MkBope
(6onee nHGOPMATUBHO, YeM B CHIBOPOTKE). BaxkHas
0COOEHHOCTD — BBICOKAsl YyBCTBUTEIIBHOCTD K CTEPO-
unam [4];

* CRMP5-ON (accoumupoBaHHBIN ¢ aHTUTEJaMU
Kk CRMPS5). Yacrto gBnsieTcs CMMOTOMOM ITapaHeo-
IJIACTUYECKOTO CUHAPOMAa (MEJIKOKJIETOUHBI pak
JIETKOT0, TUMOMa). MOXeT IPpOSIBIISIThCS Kak Ipesia-
muHapHbI OH. TpeOyeT akTUBHOT'O IMTOMCKA OHKOJIO-
ruyeckoro 3aboseBanus [10].

Monenb nanueHTa ¢ ayroummyHHoii-GFAP-

acrpouuronarueii c OH

(MMIIPOBU3MPOBAHHBIA KJIMHHYECKHIA CIIydaii)

Ilayuenmrka 6 6o3pacme 23 nem. Anamues: nocmynuaa
€ AHCanobamu Ha CUAbHYIO 20106HYI0 004b, MOUHOMY, HeYem -
Kocmb 3peHus Ha oba enaza u wamikocmsv noxooku. MPT
20/108H020 M032a: AUHEIIHOE NePUBCHMPUKYASPHOE YCUNeHUe.
Ogpmanvmonoeuneckuii 0cmMomp: 08YCMOPOHHUL NANUAAUM.
Juaenocmuka: 6 aukeope — AUMPOYUMAPHBLE NACOUUMO3.
Ceponoeuueckoe uccaedosanue Ha AQP4 u MOG ompuya-
menwvHo. Anasuz na aumu-GFAP-aumumena 6 auxeope no-
A0ANCUMENbHBL.

Teuenue 3a001e6anust: HA3HAUEHA NYALC-MEPANUS MEMUA-
NPeOHU30A0HOM ¢ ROCALOVIOUUM Nepexo00M HA NepopaibHblil
npuem. Ommeuena Oblcmpast ROAONCUMENbHASI OUHAMUKA 6 O~
HOUlEHUU He8PON0LUMECKOU U 3DUMENbHOU CUMPMOMAMUKU.

Jlanubiil cayuaii uatrocmpupyem 8ancHOCMb KAHOUEHUS.
GFAP-acmpoyumonamuu 6 oughepenyuanvHulii OuazHo3
npu couemarnuu OH ¢ meHuHeeanbHbiMU U 00UEMO3208bIMU
CUMPIMOMAMU.
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OnNTUYECKUNA HEBPUT NPU CUCTEMHbBIX

3a6oneBaHuax

Capkounos. Helipocapkoumso3 MOXET MPOSIBISTHCS
n3onupoBaHHbIM OH. XapakTepHbl 6€300J1€3HEHHOE MPO-
rpeccUpyolliee CHIXKEHUE 3peHUsT, IPU3HAKK MH(OUIBTpa-
1y 1o naHHeiIM MPT (yTosiueHue 1 ycuaeHue 000JI04YeK
3PUTEJILHOTO HepBa). JlnarHo3 moaATBep:kaaeTcs TaHHbIMU
OMOIICHU, MTOBBIIIICHUEM YPOBHS aHTHOTEH3UHITPEBpaIlla-
o111ero hepMeHTa, U3MEHEHUSIMU B JIETKUX [8].

CucTeMHasi KpacHas BoMaHKa U Backyimtbl. OH MoxeT
OBITh OTHUM M3 IIEPBBIX MPOSIBJICHUIT CUCTEMHOI KPacHOM
BOJIYAaHKU WY, HAIIpUMED, TpaHy/IeMaTo3a ¢ TOJIMaHI U1 -
TOM. XapaKTepHO IBYCTOPOHHEE MOPaXXKEHHE, YaCTO PE3H-
CTEHTHOE K MOHOTepaIlMy CTepOouIaMu, Tpedyroliee Ha-
3HAYEHUS LIMTOCTAaTUKOB (Hampumep, Hukiodochamuaa
WM MUKpodeHoaTa MoGeTuia).

NHpeKUUOHHDbIN N NOCTUH(DEKLUOHHBIN

ONTUYECKUIN HEBPUT

Atuonorust: cuduic, 6one3Hs Jlaiima, 6aptoHeies (00-
JIE3Hb KOLLIAYbMX LIAPANH), TYOEPKYJIE3, TepIIeCBUPYCHI.

OcoGEeHHOCTH: 4acTO CONPOBOXKIACTCS] HEHPOPETH-
HUTOM (OTEK [IMCKa 3pUTEJIBHOTO HepBa ¢ 00pa3oBaHueM
«MaxKyJISIPHOM 3Be31bl»). JledeHMe HanpaBJIeHO Ha ycTpa-
HEHUe BO30YyIUTEIs.

OnTUYECKUNA HEBPUT, UHAYLMPOBAHHbIN

JIeKapCTBEHHbIMMU CPeACTBAMU U TOKCUHAMMU

MHrnouTopsl MMMYHHBIX KOHTPOJIBHBIX TOYEK (TIEM-
Oponu3ymab, HUBOJYyMa0), UCIIOJIb3yeMble B OHKOJIOTUH,
MOT'YT MHIYLIMPOBATH TSIKEIIbIe ayTOMMMYHHBIE OCJIOKHE-
Hus, Bkiodast OH [7]. Ipyrum npuMepoM MOTYT CIIYKUTh
uHruouropsl TNF-a (MHpAuKcumad, amaaumMyma0)
MpU peBMaTOUIHOM apTpuTte [2]. JIeueHue TpeOyeT OTMEHBI
rpenapaTa M Ha3HaYeHUsT BBICOKHMX 103 cTeponmoB. Omnu-
CaHbI CIyJ4ad ONTHYECKON HelporaTuu (He UCTUHHOTO
HEBpHUTA) MPU MHTOKCUKALIMSIX CBUHIIOM, 3TaMOYTOJIOM,
METaHOJIOM (0COOEHHO TUITMYHO TIPU aTKOTOJIM3ME).

leHeTMYeCKMe NPUYUHBI ONTUYECKOTO HEBPUTA

HacnencteenHas ontuyeckas Heiiponarust Jledepa —
MUTOXOHIpHAJIbHOE 3a00JIeBaHNUE, BEI3BIBAOILEE OBICTPYIO
rotepio 3peHust. OOBIYHO MaHUDECTUPYET Y MOAPOCTKOB
WM MOJIOJBIX B3POCIbBIX, Yallle Y JIMI MYXKCKOTO I0Jia,
¢ mytauusmu B reHax MT-ND1, MT-ND4, MT-ND6. Dto
He UCTUHHBIN HEBPUT, a Helipornatusi, Ho TpeOyeT audde-
peHLMaIbHOM quarHoctuky ¢ OH u3-3a cTpeMUTEIbHOTO
MporpeccupoBaHusi. MoXeT OTMeJaThbCsl HE3HAYUTETbHOES
yaydileHue (0T Tepaluy CTepoUIaMK WU caMo 10 cebe)
B Havajie 0OJIE3HH, 3aTeM OOBIYHO ITOTEPs 3pEHUs MPO-
IPECCUPYET JI0 ITOJHOM WM, Jallle, TTOYTH ITOJHOM CIIeIo-
ThI (CBET, TEHU, CUYET MaJbLIEB Mepe riazamu) [3].
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3aKknoueHue

«Penkuii» He 3HAYUT «HECYLLIEeCTBYIOLIMI». Bpau goJi-
>K€H TTOMHMTH O IIIMPOKOM criekTpe peakux ¢opm OH, oco-
OCHHO MPY aTUITUIHOM TedeHUHU (OBICTPOE ITPOrPecCUpo-
BaHMe, OTCYTCTBHE OTBETA Ha TEPAITUIO, PELIMINBUPOBAHMIE
MPpU OTMEHE CTEPOUIOB, IBYCTOPOHHEE MTOPAKEHUE).

JInarHocTuueckuii anropuT™M — 3ajor ycrnexa. Ooce-
nmoBaHMe mamueHTa ¢ OH MoKHO BKITIOYATh:

* MPT roysioBHOro Mo3ra u opouT ¢ KOHTPaCTUPOBAHU-
eM (11 TOMCKa 04aroB JIeMUETMHU3ALIMH, OTTpeeie-
HMS TTPOTSDKEHHOCTY ITOPAXKEHUST 3pUTEIIEHOTO HEPBa,
MPHU3HAKOB CApKOMI03a);

* cepoyiornuyeckoe wucciaegoBaHue Ha AQP4-IgG
n MOG-IgG;

* aHaJIu3 JUKBOpa (LIMTO3, OEIOK, OJUTOKJIOHAIbHbIE
noJjiockl, anturena K GFAP) [9];

* OINTUYECKYIO KOTePEHTHYIO TOMOrpaduio U1t OObEKTHUB-
HOI1 OIICHKH ITOBPEXICHMS CJIOS1 HEPBHBIX BOJIOKOH;

—

. Chwalisz B.K. Chronic relapsing inflammatory optic neuropathy
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B ocHoBy 3T0ro 0630pa 6bi1 N0J0KEH KOHCEHCYC NeANATPUYECKON KOMUCCUU MexayHApOAHON NPOTUBOINUAENTUYECKOM
JIMTU N0 ANArHOCTUKE U BEIEHWIO NALMEHTOB C anunencueil u cuHapomom geduumnta BHUMaHNA n runepaktusHoctu (CLBT).
[loKyMeHT Gbin pacwmupeH 1 AononHeH 6oaee NO3LHUMU NyBAUKaLUAMH.

OCHOBHble NONOXEeHUA:

1. Y peteii c anunencueit CLBI BcTpeyaeTcs B 3-5 pas yalle, YeM B 00Lei NONYNALAN; PUCK PA3BUTUS INUNENCUN Y INL,
¢ CABI Takxe noBbiweH. He BbiABAEHO NONAOBLIX pa3nuymnii B npossneHuax CABI y ManbunkoB 1 feBOYEK C anunencu-
eit. Npuem Banbnpoara Bo BpeMs GEpPEMEHHOCTM NOBbIWAET puck pas3sutus CABI y pebexka.

2. Hanuuue HapylweHWit MHTENNEKTA U PA3BUTUA, @ TAKIKe NIOXOK KOHTPOb HAA 3MUIENTUYECKUMU NMPUCTYNAMU NOBbI-
watoT puck Hanuuusa COBT.

3. CkpuHuHr Ha C[BI cnepyeT npoBoauTL BCEM JETAM C INUENCUEl, HA4MHas C 6-eTHero BO3pacTa, Npu YCTaHOBNEHWUU
AuarHo3a anunencuu. MoBTOPHOE TECTUPOBAHUE AeTeil Ha NpeaMeT oleHku cumntomos CLBIM HeobxoaMMo NOBTOPATH
€)XEerofjHo 1 Nocjie CMeHbl NPOTUBO3NUIENTUYECKOrO Npenapara.

4. MexpyHapoaHas NpoTUBO3NMUIENTUYECKAS IMra PEKOMEHLYeT NpUMeHeHe onpocHuKa «CubHbIE CTOPOHbI U TPYAHO-
cTu» ana ckpuHunra COBI.

5. [Mpu nonutepanuu nosefeHYecKne NpoGaeMbl BO3HUKAIOT Yalle, 4eM NPy MOHOTEpPanuUU. Psa NpoTUBO3INMAENTUYECKUX
npenapaToB CNOCOOHbI YXYALWATb KOTHUTUBHbIE U NOBEAEHYECKUe NPobNeMbl y NaLuueHTos ¢ anunencueii u CABI (Ha-
npuMep, Banbnpoart, 6eHsoguasenuHsl 1 Ap.). CynbTam UMEET XOPOLLYI0 KOTHUTUBHYIO NEPEHOCUMOCTb U 3aperucTpu-
pOBaHHbIE MOKa3aHUsA «KOPPEKLMA rMNEPKUHETUYECKOrO NOBEAEHUS U KOPPEKLUA NOBELEeHYECKUX PACCTPOICTB Npu
3NUNENCUN», YTO AENAET ero Npenaparom BbI6Gopa Ans Tepanum NaLuueHToB C INUAENCUEN U NOBEAEHYECKUMI HApyLle-
HusMuM, Takumm kak CLBT.
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This review is based on the consensus statement of the International League Against Epilepsy’s pediatric panel
on the diagnosis and management of patients with epilepsy and attention-deficit/hyperactivity disorder (ADHD).
The document has been expanded and supplemented by later publications.

Its main provisions:

1.

ADHD is 3-5 times more common in children with epilepsy than in the general population; the risk of developing
epilepsy in people with ADHD is also increased. No gender differences were found in the manifestations of ADHD
in boys and girls with epilepsy. Taking valproate during pregnancy increases the risk of developing ADHD in the child.
The presence of intellectual and developmental disabilities, as well as poor seizure control, increase the risk
of developing ADHD.

. Screening for ADHD should be performed in all children with epilepsy, beginning at age 6, when the diagnosis

of epilepsy is established. Children should be retested annually for ADHD symptoms, including after a change
in antiepileptic medication.

The International League Against Epilepsy recommends the Strengths and Difficulties Questionnaire for ADHD
screening.

Behavioral problems occur more frequently with polytherapy than with monotherapy. A number of antiepileptic drugs
(for example, valproate, benzodiazepines, etc.) can worsen cognitive and behavioral problems in patients with epilepsy
and ADHD. Sulthiame has good cognitive tolerability and is approved for the treatment of hyperkinetic behavior
and behavioral disorders in epilepsy, making it the drug of choice for patients with epilepsy and behavioral disorders,

such as ADHD.

Keywords: attention-deficit/hyperactivity disorder, epilepsy, diagnosis, therapy, sulthiame

For citation: Tomenko T.R., Belousova E.D., Ermolenko N.A. et al. Epilepsy and attention-deficit/hyperactivity disorder. Problems
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BeepeHune

DNuIencys U CUHAPOM AeUIMTa BHUMAHUS U TUTIED-
aktuBHocTu (CJIBI') yacTo coueraroTcsl, 0COOEHHO Y Je-
Teit. O6a COCTOSTHUST IMEIOT ITepPeceKalonuecs: CUMIITOMBI,
OKa3bIBasi OJHOHAIIPABJICHHOE HETaTUBHOE BO3/IEUCTBHE
Ha KOTHUTMBHOE M collMajbHOE (hyHKIIMOHUPOBAHUE,
MpHU 3TOM Mpenaparhsl s Je4eHUs] OJHOTO COCTOSTHUS
MOTYT yXyALIaTh TEYEHUE APYTOro.

OnuH 13 HeTaBHUX METaaHaIM30B (63 ucciie10BaHus;
1 073 188 mamuenToB, U3 HUX 172 206 — ¢ smuierncuein
1 900 982 — ¢ CIIBI, u3 17 cTtpaH) mokasajl BBICOKYIO pac-
npoctpaHeHHocTh CJIBI npu anuencuu B MUpPOBOIA TT0-
nyasuun — 22,3 % (95 % noBepuTeNbHBI WHTEpPBaI
20,3—24,4 %), a TakXe BBICOKYIO PacIpOCTPaHEHHOCTh
siwnencuu nipu CABI — 3,4 % (95 % noBepuTeIbHbIIM
uHTepBan 2,53—4,21 %) [42]. dns cpaBHEHUS: CpeaHUE

OOLIETIOMYJIIIMOHHBIC TTI0KA3aTeIM PACIIPOCTPAHEHHOCTH
CJIBI u snunernicuu B MUpe 3HaYMTEIbHO MeHblile. Tak,
snuiencueit crpagaior okono 0,7 % monynsuuu (Ha
2021 ), a CABI — 2,2 % (ot 0,1 % B Upake mo 8,1 %
B CIIA, no naHHbIM BcemupHo#i opraHu3aiyu 31paBo-
oxpaHeHus Ha 2017 1) [1, 4, 15, 18].

W3 KpyITHBIX TTOMYJISILIMOHHBIX MCCIIETOBAHUI OTHE b
HOTO YIIOMUHAHUS 3aCITy>KMBaeT O0IIeHAIOHAILHOE KO-
TOpPTHOE HccienoBanue cpeny 1,9 MIH 1BenoB (poauB-
muxcsg ¢ 1987 mo 2006 1), KOTOpOe, IOMMMO
noBhIlIeHHOro (B 3,5 pas3a) pucka paszsutus CIABI
IIPY 3IWIETICUU, IT0Ka3aJI0 POJIb HACAeICTBEHHOTO (haK-
topa. Tak, puck passurust C/IBI 6611 Ha 85 % BbILIE, ecr
y MaTepy MallMeHTa UMeJIach AMWIeTIcys, Ha 64 % Bbille —
€CJIM SMUJICTICUEN CTpaaall oTell M Ha 56 % Bbllle — €Clin
SMWIETICUEH 00JIEeIN POIHbIC OpaThs WIM CECTPhI. TaKUM
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00pa3oM, FeHeTHKa MOXET 00bSICHUTS 10 40 % BapuaTUB-
HOCTY (DEHOTUITMYECKOI KOPPEISIILIUM MEXKITY STTUJICTICH -
eii u CIABI [11].

ITouck nepecekaromuxcsi FTEHOMHBIX JJOKYCOB pUCKa
(pacpocTpaHEHHBIX OTHOHYKJICOTUIHBIX ITOIMMOPHU3-
MOB), KOTOpbIe focToBepHO (p <0,05) yalie BcTpeyaroTcs
py1 000MX 3a00JIEBaHUAX, BBISIBMII HECKOJIBKO OOIINX
JokycoB (rs13290882, rs6448744). Ho 310 HE MTO3BOJISIET
OOBSCHUTD OOJBIIMHCTBO CIy4aeB OHOBPEMEHHOTO CO-
cymectBoBanus CABI u snunernicuu [13, 21].

[IpencraBisier MHTEpeC COOOIIEHUE O BbISIBICHHOMN
MyTalliu B TeHax cUHanTudeckoil coopku u SLCOSAI,
KOTOpasi MOXET JIeXKaTh B OCHOBE KaK CUMITTOMOB UMITYJTb-
CUBHOCTU (cUMIITOM, XapakTepHbiit ajst CABI u 6umno-
JIspHOro aheKTUBHOTIO PAaCCTPOMCTBA), TAK M IIPUCTYITOB
MPU IOHOIIECKO MUOKIIOHUYECKO amuierncuu [34].

Bpemst nByx 3abo0JieBaHUI OKa3bIBae€T 3HAYUTEIIBHOE
BJIMSIHME Ha ITOKa3aTeJIM IIKOJbHOM ycIlieBaeMOCTH. Tak,
B O0IlIEHALIOHAIBHOM JaTCKOM KOTOPTHOM UCCJIeTOBAHUM
y nmereid, ponuBiuxcs B 1997—2009 rr. (582 840 nmereid,
13 KOTOphIX 4659 (0,8 %) — metu ¢ snmIercreit), mporpam-
Ma 1KosibHoro tectupoBanus (2010—2019 rr) mokazana
CYILIECTBEHHOE OTJIMYME B ycreBaeMocTU. Eciu cpenHsist
yCIIeBaeMOCTb Y JeTeli ObUTa 56,7 6aiuia, y AeTeil ¢ armen-
cueii — 48,2 6amia, a coueranue smwitencuu u C/ABI cHu-
3XaJ10 IIKOJIbHYI0 ycrieBaeMocTh a0 40,93 6asia [15].

B cBsI31 ¢ BBICOKOI YaCTOTOM 1 3HAYMMOCTBIO COYE-
tanus CABI' u snuiencuu neauarpuyeckas KOMUCCHS
MexXayHapoaoHOW IPOTHMBOSIMUICIITUYCCKON JIUTH
(International League Against Epilepsy, ILAE) pa3pa6oTa-
Jla HayYHO 000CHOBAHHBIC PEKOMEHIALIUM TTO CKPUHUHTY,
JIMarHOCTHKE U JICUSHUIO IeTe ¢ KOMOPOMIHOM SMUIeT-
cueit u CIIBI. KonceHcycHbiit nokyMmeHT ILAE [9] otme-
yaert, yto yactora C/ABI npu snunencuu B 2,5—5,5 pasa
BBIIIIE, YeM Y 3A0poBhIX AeTell. CoyeTaHue SMUJIECICUN
¢ CABI" umeer otnuuusg ot moHoauarHosa. [Tpu CIBIT
C BIWJIENcHeil TpeobiafaloT HapyIIeHUsT BHUMAaHUS,
a cumnTombl CJIBI" yacto mpeniecTByOT Hauaay mpucTy-
noB. JlokymeHT ILAE oTMeuyaeT 3HaYuTeIbHOE HeraTUBHOE
pmusgHue CJIBI' Ha malMeHTOB ¢ 3MUIercueil, KoTopoe
MPOSIBIIICTCS HEYCIIEBAEMOCTBIO B yuebe M mpodeccro-
HaJIbHOI eSITeIbHOCTH, AeTIPpeccCUeil M TPEeBOTOiA.

KoHceHCycHBI TOKyMEHT BbIACINI HEKOTOPbIE yCTa-
HOBJIEHHbIE (pakThl y neteli ¢ amwiencueit u CIBI:

1. [Tpu snmiencum OTCYTCTBYIOT PAa3IMYMS MO YacTOTe
CJIBI" Mexny ManbuMKaMy 1 1eBOYKaMU (TIpU OTCYT-
ctBuM anmaerncun CABIT BcTpeuaeTcs y MaJbuMKOB
B 3—7 pa3 yaiiie). YpoBeHb JOKa3aTEAbHOCTU — A.

2. [IpMeHeHne BaIbIIpoaTa BO BpeMst 0epeMeHHOCTH CBSI-
3aHO C Pa3BUTHEM HEBHUMATEJIBHOCTU M TUIICPAKTUB-

3

HocTu y aeteii crapuie 3 et (1 ucciaenposanue I kiacca,
YPOBEHb JI0Ka3aTeJIbHOCTH — A, B CPAaBHEHUM ¢ Kapba-
Ma3eIMHOM, JJAMOTPUIKUHOM U (PEHUTOMHOM).
3. ety ¢ snuiienicueit v COMyTCTBYIOIIMMU HapyLLIEHUSIMU
WHTEJUIEKTa Y Pa3BUTHUSI UMEIOT MOBBIIIEHHBINA PUCK
pazButust CABI" (ypoBeHb H0Ka3aTeIbHOCTU — A).
4. BrIcokast 4acTOTa SIMWJICNTHYECKUX IIPUCTYIIOB M TUIO-
X0 KOHTPOJIb Hall HUMU TIOBBIIIAIOT PUCK Pa3BUTHS
CJIBI (ypoBeHb noka3atelbHOCTH — B).
Hccnedosanus I u Il kaacca nocredosamenvHo ommeua-
tom e8vicokyro pacnpocmparernocms CIBI'y demeii ¢ unmen-
AeKkmyanvHoimu Hapyuwenusmu. Hanpumep, 6 uccaedosanuu
85 demeii c anunencueil 6610 NOKA3AHO, YMO Y Oemell ¢ Hop-
ManvHbim KoeHumueHoiM pazeumuem CHABI ecmpeuancs
monvko 6 20 % cayuaes, 6 mo epems Kaxk y demeii ¢ 3adep-
HCKOL KoeHUMUBH020 pazsumus — 6 59 % cayuaes.

JJOKYyMEHT OTMETUJI IPOTUBOPEUYUBHIE JaHHBIE B OT-
HomeHuu cBs3u CJBI' ¢ Bo3pacToM Havana mpUCTYIIOB
Y TUITOM 3ITAJICITUYECKUX ITPUCTYITOB. YPOBEHb PEKOMEH-
JAllU — MHEHHME SKCITEPTOB.

llnarHocTuka cuHapoma pgeduunTa BHUMAHUA

M rUNepaKTUBHOCTH

B oTHoOIIIEHUI TUAaTHOCTUKY ITeIUaTpUYECKIil KOHCCH-
cyc ILAE BbIHOCUT clieayIoLIue TONOKEHUS C YPOBHEM pe-
KOMEHIIallMM «MHEHHUE IKCIIePTOB», UCKIII0Yask OMPOCHUK
«CunbHble CTOPOHBI U TpyaHOCTH» (Strengths and Difficulties
Questionnaire, SDQ) (c ypoBHeM pekomeHaaimu B) [9]:

1. [TonyyeHHBIE AaHHbIE TTOATBEPXKAAIOT CIIOCOOHOCTh
omnpocHuka SDQ (cM. mpuiioxxeHue 1) MporHo3upo-
Bath nuarHo3 CIBI y geteii ¢ snunencueit (peKoMeH-
Jauust ypoBHs B).

2. INpoBoautsk ckpuHuHT Ha C/IBI Bcex geTeit ¢ anuien-
cHeli ¢ 6 JIET WM cpa3y Mocjie YCTAHOBJICHUS TMarHo-
3a BMWICTICUU 1 IIOBTOPSITh €TI0 €XETOIHO.

3. IIpoBoauTh NepeoleHKY (MYHKIIMY BHUMAHUS TI0CTIe
JII000r0 U3MEHEHUSI TIPOTUBOSMMJICTITHIECKOIM Tepariu.

4. CKpMHMHT/OLIEHKY HE CJIeAyeT IIPOBOIUTD B TCUCHHE
48 4 mocje mpucTyIa.

5. Jlyymie MMeTbh JTOXHOIIOJOXUTEIbHBIA AUAarHO3
(CIBTI), yeM 10XXHOOTpULIATEIbHBIA.

6. B nuarHocTMKe MOJKHBI Y4acTBOBAaThb BpayM, IPO-
mwenmue odoydenue no C/ABI.

7. uddepenuunanbHbiit auarno3 Mexay CIABIT u a6-
CAaHCHOM »3nujencueid TOJKEH OCHOBBIBATHCS
Ha aHaMHe3¢ WM JaHHBIX 3JeKTpo3HIedanorpahun
(®3T) ¢ TMIIepBEHTWISLIMEH .

HeTsiM ¢ anuIencueil, UCIbITHIBAIOIIMM TPYTHOCTH
B IIIKOJI€, HACTOSITEIbHO PEKOMEHIYETCsI IIPOBOIUTD KOT-
HUTUBHOE TECTUPOBAHUE.

TinepBeHTMIALIMA BBI3BIBAET A0CAHCHBIE TIPUCTYTIH Y GONBIIMHCTBA HEIEYEHBIX JIETEl ¢ IETCKOI abCaHCHOI amuternicueii. PeGeHKy TpeuiararoT Iy60Ko
1 9acTo ABIIIATh Yepe3 poT B TedeHue 3 MuH. [Iporienypa mpoBoauTest o KOHTpoJIeM aieKTpoaHIedanorpadum, 4toosl 3aKCUpoBaTh TeHEPATN30BAHHBIE
TIMK-BOJTHOBBIE Pa3psiibl WX KITMHIYECKUe abcaHChl. B GONBbIIMHCTBE cly4aeB JOCTATOUYHO MPoBeaeHus pooOsl B Teuenue 90 ¢ [32].
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JeTsM ¢ 3nuIericueil caeayeT peryasipHO BBITOJHSTh
TIIATEIbHBIM CKPUHUHT Ha TPEBOXKHOCTB U ACTIPECCHIO, a TaK-
K€ 3a1aBaTh BOIIPOCH! O KAUeCTBE CHAa, OCOOEHHO €CJI OHM
HEBHUMATEJIBHBI Y UCTIBITHIBAIOT TPYIHOCTH C Y4eOOii.

OnpocHuk SDQ mnpeaHa3zHauyeH AJIsl MEPBUYHOIO
CKPUHUHTIA, OLIEHKU OOIIEero MCUXUYECKOIo COCTOSTHUS
1 BBISIBJICHUSI IIIUPOKOT'O CIIEKTPa TICMXOIATOJIOTHiA (B TOM
yuciae CJABI, TpeBOXKXHbBIX U IEPECCUBHBIX PACCTPOMCTB).
Jnst moapoctkoB (10—17 neT) pazpaboTaHa aganTUPOBaH-
Has 1 BaauaupoBaHHas B Poccuiickoii @eneparuu Bep-
CHs, B KOTOPOi1 BOIIPOCHI IMOACTPOCHBI MO CAMOCTOSITEITb-
HOE 3aIl0JIHEHUE OIPOCHUKA PeOCHKOM M MCKIIFOUEHBI
Borpockl 7 1 10 Kak HETOCTOBEPHBIE IIPH CAMOCTOSITEITb-
HOM 3aIloJIHEHUM MoApOoCTKaMu [2].

Cy1iecTBYIOT 1 60J1ee criebUIHbIEC IIKAIbI 15 -
arHoctuku CJIBI, Hanpumep aerckuii onpocHUK ADHD
Rating Scale (onmpocHUK, OpUEHTUPOBAHHBII HA aMepu-
KaHcKyto kiaaccudpukauuio DSM IV unu V) pist 3anonHe-
HUST POIUTEISIMA Y PEKOMEHIOBaHHBIN BceMupHoii op-
raHu3aluei 31paBoOXpPaHEHMsT ONMPOCHUK JJISI B3POCIbIX
ASRS (The Adult ADHD Self-Report Scale). Onpocst
MOXHO IPOMTHU OHJIAMH Ha pa3IMYHBIX cailTax (CM. IIpH-
JIOXXEHHUeE 2).

KnuHuyeckme npusHaku U CMUMNTOMbI CUHAPOMA

aeduunTa BHUMAHUA U TUNEPAKTUBHOCTU

HoxymeHT ILAE onupaerca Ha kputepuu DSM-5
(Diagnostic and Statistical Manual of Mental Disorders,
5t edition — JInarHocTHYeCKOe M CTATUCTUIECKOE PYKO-
BOJICTBO I10 TICUXUYECKUM PacCTPONCTBAM, 5-€ U3IaHue).
CornacHo kputepusim DSM-5, CIABI knaccudunypyer-
¢sI KaK pacCTPOMCTBO pa3BUTHUSI HEPBHOM CUCTEMBI, KOTO-
poe JO0JKHO MPUBOAUTH K HAPYIICHUSIM KaK MUHUMYM
B 2 pa3IMYHbBIX cepax, BIUSATh Ha TUYHYIO, COLUATBHYIO,
aKaIeMUIeCKYIO U/ WM TpodeCCUOHATBHYIO AESITETbHOCTD
U He OBITh CBSI3aHO C IPYTUMU paccTpoiicTBaMu. Boinensi-
0T cMelIaHHYI0 popmy, a Takke POpPMEI ¢ IpeodIagaHm -
eM neduliMTa BHUMaHUS WIKM NpeodiajaHueM Turepak-
TUBHOCTH.

YrtoO6bl malmeHT cooTBeTcTBOBaN Kputepusm CJBI,
HEO00XOIUMO, YTOOBI KAK MUHUMYM 6 CUMIITOMOB COXpa-
HSUIHCH Y HETO B TeUeHHUEe KaK MUHUMYM 6 Mec (Y B3pOCJIbIX
JIOCTaTOYHO 5 CUMIITOMOB).

K cumntoMam geduiiita BHUMaHUSI OTHOCSIT HEBHU -
MaTe/IbHOCTh K JETaNIsIM, TPYAHOCTU C KOHLIEHTpaLuen
BHUMaHUSsI, OTCTPAaHEHHOCTh B pa3roBOpe, HECITOCOOHOCTh
JIOBOIIUTB JEJIO 10 KOHIIA, TPYAHOCTU C OpraHu3alueit/He-
OPraHU30BaHHOCTb, MTOTEPIO MPEAMETOB U 3a0BIBUMBOCTD
B ITOBCETHEBHOM XXU3HU, U30eTaHKe 3aHITUI, TPEOYIOIINX
KOHIIEHTpallMi BHUMAaHUSI.

K cuMnToMam runepakTUBHOCTU OTHOCSIT CYETJIM-
BOCTb, YaCTO€ HEIOoAXosIIee MMOKMIaHUEe CBOETo MecTa,
Ype3MepHYI0 aKTUBHOCTb, HECITOCOOHOCTb 3aHUMAThCSI
CIMOKOMHBIMM BUIAMHU 10CYTa, NTMCKOMGbOPT MPU CUAECHUU

3

Ha MeCTe, Ype3MEPHYI0 pPa3arOBOPYMBOCTD, IOCIEITHBIE
OTBETHI, TPYAHOCTH C OXXUIAHUEM CBOE ouepeay WiIM Ha-
BSI3UMBOCTH [19].

Daekrposnuedanorpadusa B nuarnoctuke CJIBI. 59T
B HACTOsIIIIee BPeMsI He SIBJISIETCST OTACIbHBIM JUATHOCTH -
YeCKUM MHCTpyMeHTOM Jis BeisiBieHUs: CIBI, Ho akTuB-
HO UCCJIEOYETCs C 1IeJIbIO BBISIBICHUST OObEKTUBHBIX OHO-
MapKepoB M ITOHMMaHUS HEeHpOoGhU3NOJIOTUIECKOM
rereporeHHocty ipu CJIBI. Kinnnunueckuii nuarnoz CABIT
MO-TIPEeKHEMY YCTaHABIMBAETCS Ha OCHOBAHUU CTPYKTY-
PUPOBAaHHBIX UHTEPBBIO M MOBEASHYCCKUX OLICHOK, IO-
CKOJIBKY pe3yJbTaThl DD HemocTaTouHO crielu(UIHBI
WJIU 4yBCTBUTEJIBHBI IS PYyTUHHOTO UCTIOJIB30BAHUA B IV -
arHoctuke [14, 23, 36].

UccnenoBanus pe3yasratoB D3OI mokas3bIBalOT HaIK -
yue npu CABI" HEeTUNMMYHBIX MATTEPHOB B COCTOSIHUU
ITOKOS$I, TAKMX KaK MOBBIIIEHHAs MOITHOCTh T€Ta-pUTMa,
TTOBBIIIICHHOE COOTHOIICHUE TeTa- ¥ OeTa-pUTMOB, a TaK-
K€ U3MeHeHHas ajibda- U 6eTa-aKTUBHOCTh; IIPU 3TOM
Ha0JII0IAI0TCST HEKOTOPHBIE BO3PACTHBIE MU3MEHEHUSI TAHHBIX
rokasateseil. JuddepeHnaiys oATUIIOB U BbISIBJICHUE
HOBBIX TTOATPYIIIT Ha OCHOBE pe3yibTaToB DI (Hanpumep,
C BBICOKOI MOIITHOCTBIO ajibtha-puUTMa) elile O0JIbIIIe oI~
YEepKUBAIOT HEMPOGhU3NOJIOTNYECKYI0 TeTepOTeHHOCTh
CJIBI' u puck olIMO0OYHOro AMarHo3a, 0COOEHHO B CIIy-
Yasix ¢ IepeceKaIUMKICI CUMITTOMaMU, TAKUMU KakK Jie-
npeccus (2, 13, 29, 31].

B Hacrosiiiee BpeMst akTHBHO pa3BUBAeTCsI IPUMEHE-
HUE UCKYCCTBEHHOIo MHTeJUIeKTa B quarHoctuke CABIT
no naHHbM D3OI [TunoTHBIE UccenoBaHUs MOKa3bIBAIOT
JIMaTHOCTUYECKYIO0 TOUHOCTD >80—90 % 110 TAKMM MaIlIMH-
HbeIM MozesisiM, Kak AM-FDCNN, CatBoost, SVM u Deep
CNN [6].

ITporpamma «Ciyyaiitblii 1ec» (Random Forest) moka-
3aj1a 88,6 % TouHOCTb IIpU ydacTuu 856 mareHToB [30].

ITporpamma ADHD/CD-NET nipennaraetcs ais nuc-
depeHuManbHOM nuarHocTuku nauueHToB ¢ CHABI
U UX OTJIMYEHUSI OT NMAallMEHTOB C PaCCTPOIICTBAMU ITOBE-
neHus (pOsIBIIEHUsI B BUIE arpecCUM 110 OTHOIICHUIO
K JIIOASIM M XUBOTHBIM, BOPOBCTBO, HapyllIeHUE TTPaBUI
1 TIOpYa MMYILECTBA), a TAKXKE IS BBISIBIICHUSI TTAllIEHTOB
¢ coueTaHueM pacctpoiicTs noseneHus u CABI (mo 30 %
nauueHToB ¢ CIIBT) [24].

IMoaxonbl K MalIMHHOMY OOYYEHMIO, BKJIIOYAIOIIUE
KOMOWHAIIMU CTIEKTPaIbHbBIX, CBSI3HBIX U CIOXHBIX MTPU-
3HAKOB, ITOKa3aJIM MHOTOO0EIIAIOIIIYI0 TOYHOCTh KJIaCCH-
(ukamyu, Ho 3TUM MOJEIISIM HE XBaTaeT HalleXKHOM BHEIII-
Hell TIpOBEpPKU M CTAaHIAPTU3ALUMM IJIST KIMHUYECKOTO
MPUMEHEHUS.

DnujienTHYecKHe CHHAPOMBI C MOBBIIIEHHO! YaCTOTOI
pasutusa CJIBI. I1pu psine snuiaenTUiecKuX CUHIPOMOB,
10 JAaHHBIM HEKOTOPBIX MCCIICAOBAHUI, PACTIPOCTPAHEH-
HocTh CJIBI" MoxkeT ObITh BhIIe 50 %. K TakuM popmam
SIUJICTICUM OTHOCATCS SIMUJIEIICUSI ¢ MUOKJIOHUEN BeK,
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snuienTuYeckas sHiedanonaTus 1 sHiedanonarus pas-
BHUTHSI CO CITaiK-BOJIHOBOI aKTUBAIMEN BO CHE, BO3PACT-
3aBUCHMasT SIUICTICUS ¢ LIEHTPAJIbHO-TEeMIIOPATbHBIMU
claiikamu (poJlaHIu4yecKasi) U HEKOTOphIe Ipyrre GopMbl
snuiericuu [8, 10, 29].

Takum obpazom, Beicokuit puck CABI" ormevaeTrcs
y IeTeii ¢ SMIENITUIECKMMH CUHAPOMaMU, COITPOBOK/Ia-
IOLIMMCS CIIaiiK-BOJIHOBOM aKTUBHOCTBIO, IT0 MOP(OI10-
MU COOTBETCTBYIOIIECH POTaHIMYECKUM CITalikaM, WU J0-
OpOKaYeCTBEHHBIM SMIIENTH(OPMHBIM pa3psiaaM IeTCTBA
C aKTMBAIIMEil BO CHE, KOTOPast MOXKET IPUBOIUTD K BhIpa-
>KEHHBIM KOTHUTUBHBIM HapyIICHUSIM (BKJIIOYAsi perpecc
peun), CHUXKCHUIO MHTEJIEKTa U MOBEIEHYECKUM pac-
cTpoiicTBaMm. Jlexaiuii B OCHOBE MEXaHU3M CBsI3aH C Ha-
pYIIEHHEM CHHAIITUYECKOM TUIACTUYHOCTU U PEMOJIETUPO-
BaHMEM HEWPOHHBIX ceTell B mepuo pa3Butus [35].

Y neteii 6e3 SMMICTICUU, HO C POJIaHINIECKIMU CIIaii-
KaMU 110 TaHHBIM DDI HepeaKo 0TMEUaloTCss KOTHUTHUB-
Hble HapylleHUs Mo TUIy AeduiMta BHUMaHus. Tak,
y 26 neteit (4—10 5eT) 6e3 SMUIETICUM, HO C CYOKITMHIYE-
CKOM 3nmIenTU(GOPMHOI aKTUBHOCTBIO IO TUITY POJIaH-
JMUYECKMX CITaiikoB (0€3 MeIMKaMEHTO3HOTO JICUCHUS,
cpasy I0CjIe YCTaHOBJICHUs IUarHo3a) ObUIU BBISIBJICHBI
craTucTudecku 3Haunmo (p <0,002) 6os1ee HU3KUE MOKa-
3aTe I Koa(uliMeHTa MHTEeIeKTa U IPYTUX KOTHUTUB-
HBIX (YHKUUI (KO3 GULIMEHT MPOU3BOAUTEIbHOCTH,
CKOPOCTb 00pabOTKM JTaHHBIX, CKOPOCTb 3PUTEIBLHOTO
BOCHIPUSITHSI, 00IIIee 3pUTEILHOE BOCIIPUSITHE, 3PUTEIEHO-
MOTOpHas MHTeTpalysl, pabodast mamsIiTh 1 JIp.) MO CpaB-
HeHuIo ¢ 31 3M0poBBLIM pebeHKOM [28].

Tepanua cuipgpoma peduunTa BHUMAHUA

M rUNepakTUBHOCTH

IMocne nckImovYeHNs TaHHBIX TT0 3aNpeleHHbIM B Poc-
cuu npenaparam (MeTwideHuaaT u am@eTaMUHbI) agan-
TUPOBAHHYIO TTO3ULIMI0 KOHCEHCYCHOTo fokyMeHTa ILAE
B oTHoweHuM Tepanuu CABI" MoxHO cokpallieHHO U3JI0-
XUTh CEAYIOIIUM 00pa3oM [9]:

1. BanbnpoaT MoxeT ycuauBaTh AeULIUT BHUMaHUS
MPU AETCKOU abCaHCHOM AMUIeNICUU (YPOBEHb TOKa-
3aTebHOCTU — A). B 2 cpasHumenvubix uccaedosanusx
I knacca noayuensr yoeoumenvHble doKazamenbcmed
mMoeo, Ymo 8aAbNPOaAMbL 8 CPAGHEHUU C AAMOMPUONCUHOM
U SMOCYKCUMUOOM YXyOularom GHUMAHUE 8 IMOU NONY-
AAYUU.

2. [NonuTepanus SNUICNICUY Yallle, YeM MOHOTepaIlus,
CBsI3aHa C HapyIIEHUSIMU TIOBeIeHUs (YPOBEHbB JOKa-
3ateabHOCTU — C). P20 uccaedosanuii coobuiarom
0 MOM, YMO Y NAUUEHMOB C UCHMPAALHO-MEMNOPANbHbL-
mu cnaiikamu npu CIBI cywecmayem boavuias eeposim-
HOCMb COUUANbHBIX NPOOAEM, A2DPecCUB8H020 NOBEOeHUs,
HapyuwleHusi 6HUMAHUS, MPEBONCHbIX U OeNnpeccusHbIX
paccmpoiicms. Ecmb danuble HU3K020 ypoeHs dokasza-
MeAbHOCMU, YMO INUAENMUYecKUe NPUCIYNbL UMEIOm

bonblee 3HaUeHUe, YeM 8bl00p npenapama, u, ¢ opyeoll
CMOPOHYL, OaHHbBIE 0 MOM, YMO Psi0 npenapamos (Hanpu-
mep, gpeHobapouman u monupamam) mocym Ovims ces-
3aHbl ¢ YXyOuleHUueM nogeodeHus.

. OI‘paHI/I‘IeHHHe JaHHbIC CBUACTEILCTBYIOT, YTO aTO-

MOKCETHH XOPOILIO ITEPEHOCUTCS IETHMMU C SITMICTICU -
eli (ypoBeHb nokazateibHocTu — C). Yacmoma obocmpe-
HUS INUAENIMUMECKUX NPUCIYRO8 Y Oemeli ¢ Anuaencuell
Ha ¢one npuema amomoxcemuna cocmaeasem 7—9 %,
00HAKO OaHHble He HACMOAbKO 8eAUKU, 4mobbl cOeaamb
OKOHYamenvHble 8b1600bl. Onybaukosarno moavko 1 uccne-
dosarue, KOMopoe 3a00KyMeHMUPO8an0 NePeHOCUMOCTb
AMOMOKCemuHa 6 NONYAAYUY NAUUEHMO8 C dnusencuei
u CABI, u ono npodemoncmpuposanro yacmomy 060-
cmpenuii Ha yposre 7 %. Jlannvle npouzeodumens no-
Ka3bl6aiom, Ymo 4acmoma snUuienmu4ecKux npUcmynoe
y nayuernmos ¢ CHBI, noayyaswux amomokcemuH,
He npesviuiaem makxosyio y nayuenmos ¢ CHBI
oe3 amomoxcemuna. O0HaKo JaHHble He 8bl0easOm
nayuenmos c¢ snunencueii u CAABI. B omunowenuu 3¢-
gexmuenocmu amomoKcemuna y demeil ¢ anuiencuei
u CJ/IBI onybauxoseano 2 uccaedosanus 111 kaacca
u I uccaedosanue 1V knacca, 6 komopwvix y 59 u 82 %
nayueHmos cooouanoch 0 NOAYHeHHOU NoAb3e OM amo-
MoKkcemuna, a 6 ocmasuiemcs uccaedosanuu 37 % na-
YUEHMO8 NPOO0ANCUAU mepanuio, 00HAKO dpdexmus-
HOCMb 6 HeM He ouyeHuganrace. Takum obpaszom,
amomokKcemut umeem yposets pexomenoauuu C ons me-
panuu nayuenmos ¢ snuaencueii u CIBI. Heobxodumbi
uccaedoganus I knacca [9].

HecmoTtpst Ha To yTO aTOMOKCceTHH Ttoayuu oT ILAE
ypoBeHb C 3a OrpaHUYECHHBIC TOKAa3aTeIbLCTBA €TI0 T1e-
PEHOCUMOCTH TTPU SMWICTICUM, aMEPHUKAaHCKOE PYKO-
BOJICTBO II0 BEICHUIO MALIMEHTOB C BIUJICIICHUEH
u CHABI" pekoMeHayeT nepea HayajaoM IMpueMa aTo-
MOKCETHHA YOSIUTHCS, YTO ITPUCTYITBI XOPOIIIO KOHT-
POJIMPYIOTCS, ¥ IIPOBOIUTH TILATEIbHOE HAOIOIEHME
3a MAIMEHTOM C PETYJISIPHBIM KOHTPOJIEM JIJIST BBISIB-
JIeHU ST T100bIX MOOOYHBIX 3(pdekToB [18].

. Heobxonum MYJIBTUINCUUTUIMHAPHBIN TTOAXO T4 BE-

neHust noapocTKoB U B3pocibix ¢ CABI (ypoBeHb
PEKOMEHIALIMU — MHEHHE SKCIIEPTOR).

H3zeecmuo, umo npumepro 2/3 cumnmomos CABI'y de-
meii coxpansromces 60 83pocaom cocmosuuu. CHBI vacmo
accoyuupyemcsi ¢ paszsumuem 3agucumocmeil, aggex-
mugHbix paccmpoiicms. OcobeHHO KPUMUYHbIM A6A5eN -
cs1 NOOPOCMKOBbLI Nepuod, 60 8pemMs KOMOpPo2o MO2ym
yeyeyoumacst npo6aemol COUUAAHBIX 83AUMOOMHOUEHUL,
YXYouumscs aKkademu4eckas ycneeaemocms U 603HU-
Kamo noeederue, c813aHHoOE ¢ puckom. B amom nepuoo
nayueHmovl CKAOHHbL NPEKPAUams npueM Npenapamos
ons newenus CHABI (amomokcemun) u He obpaujamocs
30 MeOUYUHCKOL NOMOUbIO NPU CUMNMOMAX OAHHO20
paccmpoiicmea [12].
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IToBenenueckas repanus. PexoMeHnaimu AMepruKaH-
CKOI1 eauaTpuyecKoil akaieMuu 1o BeISHUIO MallMeHTOB
¢ CIIBI BxirouaroT KoMOMHAIIMY TTOBEIEHYECKON Teparuu
U MEAMKAMEHTO3HOro JieueHus. JJist 1eTeil JoIKOIbHOIO
Bo3pacTa (4—5 net) ¢ CIABI' ncnoab3yeTcs TOJbKO MOBe-
JIeHYeCKas Teparnusi, TOCKOJIbKY HU OJIMH Ipernapar He 10-
Ka3ajl cBOIO 3(HEKTUBHOCTb B CHUXEHUU CHMIITOMOB
CJIBI'y neteii momkojbHOro Bo3dpacrta. s aereii ¢ CIIBI'
pEeKOMEHJI0BaHa Tepalus, HallpaBjJeHHas Ha o0ydyeHue
ponuTteneil. CylecTBYIOT METOIUKYU UTPOBO U pa3roBOp-
Hoit Tepanuu 11 aeteii ¢ CIABI [5].

CoBeTbl 1j1s1 poAMTeJieil MO YyNpaBJIeHUI0 MOBeIeHHEM
nerei:

1. Co3nagaiire pyTuHy (moBceIHeBHbIE PUBBIYKH). J17151 pe-
au3aliy 3a1a4, KOTOpble HY>KHO BBITIOHSThH KaKIbIN
JIeHb, cTapaiTeCh MPUIEPXKUBATHCS OMHOTO U TOTO Xe
pacropsiika u30 AHs B I€Hb, OT IPOOYXIEHUS 10 OT-
X0Ja KO CHY.

2. Hapoaure nopsinok. [Tooupsiiite pedbeHKa 3a To, 4TO OH
KaXXJIblii JeHb KJIAJAEeT IIKOJIbHbIE TPUHAIIEKHOCTH,
ONIEXIY M UTPYIIKM B OJHO U TO XK€ MECTO, YTOOBI OH
C MEHbIIIE BEPOSITHOCTBIO X TEPSLI.

VYipasasiite oTeiaekaomumu akropamu. Beikiouaii-
T€ TEJEBU30P U COLUAIbHBIE CETH, OTPAHUYbTE IIIyM
U obecneuybTe peOeHKY YrcToe pabodyee MecTo, Koraa
OH JejaeT AoMallHee 3agaHue. HekoTopwie meTu
¢ CJIBTI xopouio ycBauBarOT MaTepurall, €CJIv JBUTa-
I0TCSI UJIU CIIylIaloT (poHOBYIO My3bIKy. Habmonaiite
3a peOEHKOM 1 CMOTPUTE, YTO €My TTOAXOIUT.
4. OrpanuuuBaiite BoIoOp. YTOOBI MOMOYEL pPeOEHKY
He YyBCTBOBATb C€0s1 MOAABACHHBIM UJIU MePeBO30Y-
JKIEHHBIM, MpejiaraiiTe eMy Ha BIOOP BCETO HECKOIb-
KO BapuaHTOB. Hampumep, npemioxure pedeHKY
cienaTh BEIOOP MEXIY 2 BUAAMU OAEXKIbI, 2 OI0gaMu,
2 UTpyIIKaMU.
ToBopuTe ¢ pedGeHKOM 4eTKO M sACHO. [laiiTe peGeHKY
MOHSTh, YTO BBl €ro ciyliaeTe, ONMucaB TO, YTO BBI
yeabiany. Mcrnonb3yiiTe yeTkue, KpaTkue MHCTPYK-
11U, KOTJa peOeHKY HY>KHO YTO-TO CIIEJIaTh.
6. ITomMorute cBoeMy pedeHKY ILIaHUPOBaTh. PazOuBaiite
CJIOXKHBIE 3a1aur Ha 60Jiee MPOCThie U KOPOTKHME 3Ta-
nbl. [Ipy BBITOJHEHUM UIMTENbHBIX 3aJa4 paHHee
Hayajo U IepepbiBbl MOTYT TOMOYb CHU3UTh YPOBEHb
cTpecca.
CraBbre 1e/M ¥ NOOMIPSAITE UX TOCTHKEHHE MOXBAJIOH
WM Harpaaamu. Vcnonb3yiiTe TaOauily ISl 3alUCU
11eJieit ¥ OTC/IeKMBaHUS TTOJIOXKUTEILHOTO TTOBEICHUS,
a 3aTeM AaiiTe peOeHKY IOHSTh, YTO OH XOPOIUIO CITpa-
BWICS, TIOXBAJIMB €T0 WJIM MOOLIPUB APYTUMU CIIOCO-
0amMu. YoeauTech, UTO LIEJIM PEATUCTUYHBI — Ba>KHBI
Jlaxke HeOOoJIbIIIKE 1I1aTHy.
8. Iucuunauaupyiite 3¢dexkTusHo. Bmecto pyraHu,
KPUKOB WJIM ILIJENKOB MCHONb3yiTe 3(h(heKTUBHbBIC

w

w
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yKa3aHus, TaliM-ayThl WJIM JUIICHUE TTPUBUICTUIA

B KAQUeCTBE ITOCJICICTBUIA HETIOA00AIOIIETO ITOBEIECHUSI.

9. Co3nasaiiTe no3uTHBHbIE BO3MOKHOCTH. Jletn ¢ C/ABT
MOT'YT UCIIBITBIBATh CTPECC B OIPENEICHHBIX CUTYallN-
siX. BbISIBJIeHUE U TOOIPEHUE TOT'0, YTO XOPOIIO O-
JlydaeTcsl y Balllero pedeHKa, Oyab TO y4yeba, CIIOpT,
HCKYCCTBO, My3bIKa WJIM UTPhI, MOXET IIOMOYb CO31aTh
TTOJIOKUTEIIBHBIM OIIBIT.

10. Beaure 310poBblii 00pa3 xu3Hu. [ToJTHOIICHHOE TTH-
TaHUe, BhICOKas (pu3nyecKast aKTUBHOCTD U JJOCTATOY -
HOE KOJIMYECTBO CHA BaXKHBI — OHM MOTYT ITOMOYb
MPEeNOTBPATUTh yXynieHne cumntoMoB CIIBI.
B3pocibpiM malMeHTaM aMepUKaHCKOe PYKOBOICTBO

TakXe PEKOMEHIYeT NMpUMEHEHHUE ICUXOTepanuu u,
B YaCTHOCTH, KOTHUTMBHO-IIOBEACHYECKOM Teparnuu, He-
CMOTpSI Ha TO UTO MeauKaMeHTo3Hoe JeyeHue CJABI 60-
nee apdextuBHO. Ilcuxorepanuss MOXeT IPUMEHSIThCS
B COYETAaHWU C MEAMKAMEHTO3HBIM JICUEHUEM WJIU BMECTO
Hero [18].

ITo6ouHble 3(hdreKThI U HEraTUBHOE BJIMAHHE AHTUIIH-
nentuyeckux npenaparo (ADII) va CJABI. OnyoaukoBa-
HO HECKOJIBKO CUCTEMATHYECKHMX 0030POB, TIOCBSIIIEHHBIX
BeIOOPY ADII y manmenToB ¢ snuiencueit u CIABI. Urta-
JILTHCKUI 0030p [41] 0gHO3HAYHO BhIACISIET 3 TIpernapara,
Ha3HaueHUsI KOTophIx ciaeayeT uzderath pu CIBIE ¢de-
HOOapOuUTall, BabIIpOeBast KUCJIOTa U TolmupaMart. DeHu-
TOMH, TIepaMIlaHesl, 3TOCYKCUMUI U 30HUCAMU TaKXKe
ITONaJIv B CIKMCOK NPEIapaToB ¢ JOKa3aHHBIM HETaTMBHBIM
BJIMSTHUIEM Ha ITOBECHME, IPUMEHEHNE KOTOPBIX ITPH 3ITU -
nencuu B couetaHnu ¢ CABIT mokHO ObITh OrpaHUYEHO.
Bo3MoxkeH 10303aBUCUMBIIA PUCK MOBBILIEHMS arpecCuu
pu npueMe Tepammanena [41]. U3paunbckuit 0630p [40]
JI00AaBJISIET B 3TY JIMHEMKY JieBeTHpalleTaM: UMEIOLIeCs
JIaHHbIE TIPOTUBOPEYMBBI, XOTS M YKa3bIBalOT Ha TO,
YTO CJIeyeT COOII0AaTh OCTOPOXKHOCTD U3-3a BO3MOXHOMN
CBSI3M TIperapara ¢ BO3HUKHOBeHUEM arpeccuu. O630p
HAITIOMUHAET, YTO CJIeAyeT YYUTHIBATh KOHTEKCT UCCIIEN0-
BaHUi, HAIIPUMEP UHTEPIpPETallUs ITOBEACHUYSCKUX JaH-
HBIX 110 BUTabaTpMHY MCKaxeHa, TTOCKOIbKY IepBUYHAS
BTUOJIOTUS Y OOJIBIIMHCTBA AeTeil B MCCIICIOBAHUSIX CBSI-
3aHa ¢ TMTOBEICHUYECKUMHM HapyIIEHUSIMU.

B amMeprKaHCKOM pyKOBOJICTBE /151 HEBPOJIOTOB I10 Be-
nenuto nauveHToB ¢ CABIT u anunencueii [ 18] atoT criu-
COK IIIMPOK M OHO3HAYeH: «I10 BO3MOKHOCTH CTapaiiTeCh
n306eraTh NpremMa JieBeTupaleTama, repamianesa, GeHo-
OapOuTana, (peHUTOMHA, TOIMpaMara, BaabIIpOeBOi KUC-
JIOTHl U 30HUcaMuaa». B uccienoBanum C. Meschede
u coaBT. (2020) [26] mpuMeHeHWe TOMMpaMara 1 30H1Ca-
MMJA Y TAIMEHTOB C SIUJIETICUEH BBI3BIBAJIO YXYILIIEHHUE
KOTHUTHUBHBIX GYHKIMHA (V 47 1 32 % COOTBETCTBEHHO),
a otMeHa — ynyumeHue (y 39 u 38 %). PasHuma mexmy
rpenapaTaMu CTaTUCTUYECKU He3HaynMa. MicroTHuTe b-
Hble KOTHUTUBHBIC (PYHKIIMM (CBSI3aHHBIE C paboveit ma-
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MSIThIO) oLleHUBaJIUCh 10 TectaMm Epitrack. I1puem 3oHu-
camuga wiau Tomupamata B 900 pa3 mocToBepHeld,
YeM HyJieBasl TMITOTe3a, YXYALIal UCTIOJTHUTEIbHbIE (PYHK-
1mu, a addekT orMeHbl B 400 pa3 10CTOBEpHEH, YeM Hy-
JieBasi TUITOTe3a, yydllial JaHHbIe ITapamMeTpsl (n = 73).

CornacHo 2 ApyruM HOBBIM o63opam [16, 38],
npu npueme ADIT HeoOXoarMa HaCTOPOXKEHHOCTh B OT-
HOIIEHUHU CJIEIYIOLINX MTOOOYHBIX 3(PPEKTOB:

* JIeBEeTUpalleTaM, IiepaMIiaHe, OpuBapaieTam, TOI-
paMaT, 30HMCaMUJI — IICUXOMNOBEASHYSCKHE M000Y-
Hble 3 deKThI (arpeccusi, BpaxKaeOHOCTb, pa3apakiu-
TeJIbHOCTD);

* TOIMpaMar, 30HMcaMui, KapbamaselrH — peueBbie
1 KOTHUTHUBHBIC HAPYIICHUS;

* OKcKapba3enuH, JJaKOCaMUI — U3MEHEHUsI BU3YaJlb-
HOTO BOCITPUSITHS.

Takum 00pa3oM, CYIIECTBYIOT CJIOXHOCTU B BEIOOpE
ADII y naumenTos ¢ C/ABT, u pekomengauus ILAE mpo-
BOAUTH OBTOPHYIO OLIEHKY KOTHUTUBHBIX (DYHKIIMH U TTO-
BEICHUSI MPU CMEHE MTPOTUBOIMUJICITUIECKOM Teparumn
MpeacTaBisieTcss 000CHOBaHHOM. [1pu leyeHUM BO3pacT-
3aBUCUMBIX (popM anuierncuu y aeteit ¢ CABIT cnenyet
MU30erath MOJIUTEPAuy ¥ IIPUMEHEHMS ITPENapaToB C BbI-
paXeHHBIM HETaTUBHBIM BJIWSHUEM Ha KOTHUTUBHBIE
(byHKIIMM U TTOBEICHUE.

B03MOKHOCTH Cy/IbTHAMA Y NAIMEHTOB C SMHJIENCHEN
u CJIBI. IIpenapat cynbtam B Poccun uMeeT yHUKaJb-
Hele 111 ADI 3aperrucTprpoBaHHbIE TOKa3aHUS «<KOPPEK-
1M TUTIEPKMHETUYECKOTO MOBEACHUSI U KOPPEKIIMS MO~
BEIEHYECCKMX paCCTPOMCTB TIPpU SHUIEIICUU»,
YTO TIO3BOJISIET BpayaM JIETaJbHO IIPUMEHSTD €ro B 3TOM
rpyIire maureHToB. [Janee mpeacTaBiieH 0630p psaa uc-
CJAeIOBAaHMI U KIMHUYECKUX CITydaeB.

B anrnuiickom uccnenoBanuu [19] y 37 neteit, ctpa-
JAIOIIUX SMUJIETICUEl, C HEMPOrpeCCUPYIOIINM Mopaxke-
HMEM TOJIOBHOT'O MO3Ta IMPOJIEMOHCTPUPOBAHO 3aMETHOE
yAy4dIIeHUE TMIIEPKUHETHYECKOTO TToBeaeHUs B 89 % city-
yaeB MPY MPUMEHEHUM CYJIBTUaMa B MOHO- MJIM KOMOU-
HUPOBAHHOM TepaIum.

B aBcTpanuiickoM HaOMogaTeIbBHOM HCCIISIOBaHUN
[22] u3 18 pereit ¢ snuaencueit U rTUNEPKUHETUIECKUM
CUHAPOMOM Y 14 OBLIO OTMEUYEHO YMEHBIIEHHE YU CIIa U TS -
>KECTH MPUCTYIOB, a y 12 — 3HAYUTEIbHOE YIydllleHUe
MOBeNeHUs MpU N00aBIeHUU cyJbTHamMa B go3e 10—
15 Mr/Kr/cyT K Texyiiei Tepanuu. B uccnenoBanuu yya-
CTBOBAJIM ACTH B Bo3pacte 5—10 JIeT, JUIMTeTbHOCTh Teue-
Hug 3a0oyieBaHus — OT 4 JeT. ToibKo y 3 aeTeit pa3Buics
MoOOYHBIN 3(p(PeKT B BUIE TUIIEPITHOD, KOTOPHIN HE TO-
TpeOOBaj OTMEHBI ITpenapaTa U He TTOBJIMSI Ha OOBIYHYIO
aKTUBHOCTb.

B nepekpecTHOM paHIOMU3VMPOBAHHOM IL1alle00KOHT-
POIMPYEMOM CPaBHUTEILHOM HcclieAoBaHuu [27] y mauu-
€HTOB ¢ KOTHUTUBHBIMU HapyIIEHUSIMH, TUIIEPAKTUBHO-
CTBIO, arPECCUEN Y HE CTPANAIOLIMX SITUJIEIICUEH Ha3HAYEH e

3

cyJsTMaMa ObUTo cTaticTudyecku 3Haunmo (p = 0,003) ad-
dekTUBHEN, YeM 1U1a1e00, B OTHOLIEHUH YIyYIIeHUs 0~
BeJeHUs. KpuTepuu BKIIOYEHUS B MCCIeI0BaHKE: HAaubo-
Jiee OECIOKOMHbBIE IMAlMEeHTbl KJIWMHUKU IO JaHHBIM
oIpoca MEeIWIIMHCKOTO MepcoHalia, U3 HUX Haubosiee Tpyi-
HOKypaOeTbHbIMU ObLITN 45 MalMeHTOB: 25 — ¢ 3MUJIENCH-
el BaHamHe3e, 20 — 6e3 anuiencuun. Bo3pacT naluneHToB —
6,8—37,8 roma. JIroGast ICMXOTPOITHAS TepaITns, HCKITIoYast
ADII, obuta oTMeHeHa. Yepes 4 Hell (OTMBIBOYHBIH TEpUO)
Ha3HavyaJIM I1j1ae0o0, OCTaBJIsUIA MaleHTOB 6e3 Tepanuu
nim nodasisin cynsrruam (300 mr mpu Macce tena <40 xr
wm 600 mT ipu Macce Tena >40 xr). Yepes 6 Hen Tepanun
MPOBOAWIOCH 00paTHOE MEPEKIIOUEHUE Ha KaXIbIi BUI
Tepanuu. OLIEHKY BBITIOTHSLIN MO IIKaje JeBUAHTHOIO I10-
BeleHus XaHTepa 1 CTUBeHCOHA U3 48 MyHKTOB (BKJII0Ya-
€T, HalIpuMep, KycaHue Wy liaparaHbe). JleiicTBue cyib-
THaMa Ha IOBeJeHUE He ObLJIO CBSI3aHO CO CHUXXEHUEM
YaCTOThI TPUCTYTOB (CHIKEHUE MIPUCTYIIOB ObUIO OTMEYe-
HO TOJIbKO Y 1 13 25 malMeHTOB ¢ anujerncueil). boablmH-
CTBO MAlIMEHTOB MPUHMUMAJIM yJyacTue B 0ojiee paHHEM
HCCIeIOBaHUY MepULIMa3rHa 1 XJIOpIpoMa3uHa U He 1o-
Kazajiy yayJieHus (B OTHOIIIEHWUM ITOBEICHUS); 3TO TOBO-
DUT O TOM, YTO CYJIETUAM MOXET ObITh 3((EKTUBEH B T€X
cJlydasx, Koria Apyrue MEeTObI JIEUEHUS HE ITIOMOLIIN.

B npyrom paHgoMuU3MpOBaHHOM ILIALIEOOKOHTPOJIM-
pyeMoM HrccienoBaHuM [7] Tepanus CyJIsTUaMoM y 34 ralu-
€HTOB C KOTHUTUBHBIMU HapYILIEHUSIMU, TUTIEPAaKTUBHOCTbIO
U arpeccueii (Bo3pact 6—24 roaa, 103a a0 15 Mr/Kr/cyT)
yepes 14 Hel MMena CTaTUCTUIECKU 3HAYMMOe IPEerMYIIIe-
CTBO Mepe/ I1aiedo Mo YMEHbIIEHUIO arpecCUy U TUIep-
aKTHUBHOTIO MTOBEICHMUSI.

OTneabHOro YIOMMHAHMS 3aCTy>KUBAOT (DOPMBI 31T~
JIETICUU C POJIAHAMYECKUMM CIlalikaMy Ha 3JIEKTPO3HIIE-
¢anorpaMmme co craiik-BOJHOBOI aKTUBalLlMell BO CHe
(smuyieniTUYecKasl 3HIedanonaTus U sHIedaIonaTus
pPa3BUTUS CO CAliK-BOJHOBOM aKTUBaIlMei BO CHE, BO3-
pacT3aBUCUMas SIWIETICUS C LIEHTPaJIbHO-TEMITOPaTbHbI-
MU cnaiikamu). C omHOI CTOPOHBI, Y 9TUX MAllUEHTOB
yactrota C/ABI' 1 KOrHUTUBHBIX HapylLIEHUH BbILIE,
YeM B CpeIHEM Ipu anuierncuu, u pocturaet 50—60 %,
a ¢ Ipyroil — cyJsThaM XOpoUIo 3apeKOMEHI0Basl cebst
MMEHHO Mpu dhopMax 3MUJIENCUU C POJaHAUYECKUMU
cnalikaMy Ha 3JIeKTpodHIiedasorpaMMe U COCTOSTHUSIX
CO CIaiiK-BOJHOBOU aKTUBalIMel BO CHE.

Tak, B ucciaenoBanuu Y. Topcu u coanT. (2021) [39]
y NalMeHTOB CO CIaliK-BOJHOBOW aKTHBallMEil BO CHE
(n = 39) B Bo3pacrte oT 1,5 10 16 J1eT 1 HapyIeHUSIMHU T10-
BeJeHUS (TUTIEPAKTUBHOCTb, TPEBOXHOCTD, IPAYIUBOCTD,
oHuxodarus, TPUXOTWUIOMaHUsI, BOPOBCTBO, JIOXb, CO-
1odobusi, IHKOIPe3) nepekaodyeHue ¢ apyrux ADIT
Ha CyJbTHaM MPUBOIUIIO K 3HAYUTETbHOMY BOCCTAaHOBJIE-
HUI0O HEMPOKOTHUTUBHBIX U MOBEACHUYECKUX DYHKIIUIA,
a TakKe K YJIy4dllIeHUIo ycTieBaeMocTu B koJie (p <0,001).
Cynsruam nobasisuics B no3e 5—30 MI/Kr/cyT, cpeaHuit
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Kypc coctabiisii 32,5 = 13,7 mec. [Tocnie nodaBneHus CyJib-
THaMa MpernapaThl OTMEHSTN depe3 3,6 £ 2,6 mec. TonbKo
y 2 aIMeHTOB BO3HUKJIY ITOO0YHBIE 3¢(h(DEeKThI B BUIEe CHU-
>KEHUSI MacChl TeJIa, alleTUTa U YCUJICHUS arpecCum.

B uccnenosanuu S. Kanmaz u coant. (2021) [20]
y 29 neTeit co Craiik-BoJIHOBOI aKTUBaLMel BO CHe (B TOM
yucie ¢ cunapomoM Jlangay—KieddHepa, co cTpyKTyp-
HOM U MH(EKILIMOHHO 3ToJIoTueil 3a0oeBaHusI) 100aB-
JIEHUE CYJIsTUaMa TIPUBOIMJIO K YITyYIIEHUIO KOTHUTUBHBIX
U MOBeIeHYECKMX (DYHKIMA HE3aBUCHMO OT OTBETa
1o naHHbIM D3OI

B 1BOITHOM CJIEITOM MHOTOLIEHTPOBOM PaHIOMU3UPO-
BaHHOM cpaBHUTeJdbHOM HcciaegoBaHuun HEAD [25]
y 120 mauueHToB ¢ BO3pacT3aBUCUMON SMUJICTICUEN C IIeH-
TPaJbHO-TEMIIOPATILHBIMU CHAiKaMM JIEBETUPAIlETaM
He oTJInyaics 1o 3¢ (GEKTUBHOCTH OT CyJIBTMaMa, HO He-
00XOIMMOCTh B OTMEHE JieBeTUpalleTaMa BO3ZHMKaJa CTa-
TUCTUYECKM 3HAYMMO yYallle, YeM OTMEHa CyJbThama
(42,9 % npotuB 13,6 %; p =0,030; 95 % noBepHUTEIBHbBIN
uHTepBai 0,041—-0,049). OcHOBHOI MPUYMHOI OTMEHBI
JieBeTUpalleTaMa ObUIO MOSIBJICHUE ITOBEACHYECKUX Hapy-
LLIEHW, a y cyJIbThaMa TaKUX IMTOOOUHBIX 3((PEKTOB He ObI-
J0 3adukcupoBaHo. TepameBTuuecKkas ao03a CyjJlbThaMa
B MCCJICIOBAaHMM COCTaBJIsLIa 6 MI/KT/CYT.

B ny6aukanum U. Stephani u coast. (2006) [37]
y 21 pebeHka (cpenHuit Bo3pacT — 7,7 roma; cpeaHuit Ko-
abdunreHT untemekta — 98,3) ¢ CABI' u ponanauye-
CKMMHU CIaiikaMu 1o AaHHbIM DB 6e3 anmmIenTu4ecKux
MPUCTYIIOB CYJIbTHAM YJIy4Ilasl MPOLEeCcC 3alIOMMHAHMS,
yCTOUMBOE U M30UpaTesibHOe BHUMaHue. Yepes rof Te-
paruu CyJIbTUaMOM MalMeHTaM TpeOoBaIoCh 3HAYNUTEIb-
Ho (p <0,05) MeHbIIIe TTOBTOPEHUI IJI1 HEMEIJIEHHOTO
3arroMrHaHus 10 c1oB 13 y4eOHOI 3aaa4u MpU 3HAYUTE)b-
HO MEHBIIIEH YaCTOTe OIIMOOK B TECTOBBIX 3aaHUSIX TIPO-
croro (p <0,05) u cinoxHoro (p <0,001) BeiOOpa.

VYV nanumenros ¢ CABI' u snunencueit, ocobeHHO
P ee 10OPOKavYeCTBEHHBIX (hopMax, TAKMX KaK BO3pacT-
3aBHCHUMas SMUJICTICHS C LIEHTPaJIbHO-TEeMIIOPaJIbHBIMU
claiikaMM, BaxkeH BbIOOP HauboJiee XOPOIIIo IePeHOCUMBIX
ADII. Mertaananus W. Cheng u coaBnT. (2022) [12], BbInoa-
HEHHBIH 110 KPUTEPHSIM KOKPEHHOBCKOTO U APYTUX PYKO-
BOJICTB Y BKJIIOUMBIIHUM 19 cllenbIXx paHAOMU3UPOBAHHbIX
CPaBHUTEJBHBIX U IIAlle00KOHTPOIUPYEMBIX KIMHUYE-
CKUX UCclieaoBaHUl (YpOBEHb JOKa3aTeJIbHOCTU — A),
IOKa3aJjl, YTO CYJIETUAM IIPU BO3PaCT3aBUCUMOM SITHJICTI -
CUM UMeeT HauMeHblllee YHUCI0 MOOOYHBIX 3¢hbheKToB
B IIPSIMOM CPaBHEHUM C JIEBETUPALIETAMOM U OIOCPEa0-
BaHHOM — C Kap0aMa3elmMHOM, OKCKap0a3eImMHOM U BaJlb-
MPOEBOi1 KMCJIOTOM, IIPY COTIOCTABUMOM TEPAIIEBTUUECKOM

addekTe.

Takum obpa3oM, cyabThaM SBasieTCsl 3PHEKTUBHBIM
M XOpOIIO MEPEHOCUMBIM IpPeNapaToM, MOAXOISIIIUM
IJ1s1 Tepanuu y nanueHToB ¢ anwiencueit u CABIL Cyib-
THaM PEKOMEHIIOBaH Kak IIperapaT IepBoil JIMHUU Tepa-
nuu B [epManuu, Asctpuu u IlBeiinapum y maumeHTOB
¢ anuIenTruhOPMHOM aKTUBHOCTBIO 10 TUITY POJIAHINYE-
CKUX CITaiiKOB, BKJIIOYasl SIUJIETITUIeCKKE SHIIedatona-
TUU CO CITaiiK-BOJIHOBOI akTuBalueil Bo cHe (Steinhoff B,
Bast T., 2019, 2020).

OnHako cjenyeT y4YuTbIBaTh, YTO KOHTPOJIb AIMJIET-
TUYECKUX IIPUCTYIIOB SIBJISIETCS IEPBUYHBIM, a IpUMEHe-
HUEe 60JIee BRICOKMX 103 MOXET ObITh COMPSIKEHO C 6O0JIb-
LM PUCKOM Pa3BUTUS MOOOUHBIX 3¢ (HEKTOB.

[IpencrasisieM cOOCTBEHHBIE HAOMIOACHUS IIPUMEHE -
HUS CyJbTMaMa y naiueHToB ¢ snuiencueit u CIBI.

Knunnyeckun cnyyai 1

Tauyuenmra M., 7 1em. Haxodunack noo nabarodenuem
¢ Hcanobamu Ha amoHuvecKue npucmynsl, QoKaibHvle ao-
eepcusHble, (hayuodpaxuaivHoie U GUIAMeEPanbHble MOHUKO-
KAOHU"ecKUue NPUCMynbl ¢ YACMOMOl 00 HeCKOAbKUX pa3
8 CYmKU, CaMOKynupyroujuecs, oaumenavbHocmoto 00 1—3 muH.

Cemerinblii anamnes no >nunencuu He Omsa2ouleH.

Anamnes ycusnu. [lepunamanvhviii anamues He OMA20-
wen. Pebenox om 1-ii gpuzuonoeuuHoil bepemenHocmu u po-
008, poduaace doHouleHHOU. Pannee paszsumue no 603pacmy:
xodum ¢ 12 mec, ¢ppazosas peusb nocae 18 mec.

Anamues 3aboaesanus. /Jle6riom npucmynos 6 2,5 200a.
Ha ¢hone napacmaioweii uacmomol RpUCMyno8 ommeuancs
pezpecc peuesozo U KOSHUMUBHO20 PA3GUMUSL, YCUAUAUCD
CUMRIMOMbL 2UNEPAKMUBHOCIU C 0ePUUUMOM BHUMAHUL.

Dapmaroaoeumeckuii anamues. Barvnpoam + neeemu-
pauemam — 6e3 agppexma. Jlesemupauemam + a1amompuoHcuH —
0e3 OuHaMUKU, NOAGUAACH NeMeXUANbHAs Cbinb. Barvnpoam +
neeemupayemam + dexcamemason (3 Hed) — nNOAONHCUMENbHAS
OuHamuKa 6 omHouieHuuy npucmynos u noxkasameneil 391, ¢ no-
caedylouum 60300H061eHUeM npucmynos. Baavhpoam ~+ aese-
mupauemam + smocykcumud — 6e3 OUHAMUKU, Y RAYUEHMKU
ommeueHvl 6510chb, Hapyuenus cha. Ha gone dyomepanuu
(nesemupayemam ~+ 3mocyKcumuo) ¢ 66edeHuem 0pMOHANbHOU
mepanuu (2uOpOKOPMU30H) NPUCMYNbL KYRUPOBAMUCD, OMMEHA-
AACh NOAOHCUMENbHASL OUHAMUKA NO KOCHUMUBHOMY PA36U-
muto, peuu. Cnycms 1 200 nocae eopmMoHanbHOI mepanuu
COXPAHANACH INUNCNMUPOPMHAS AKMUBHOCMb NO OAHHbIM
DII, coxpansemcs eunepakmugHoe nogeoeHue.

Obsexmuenstii cmamyc. J{uckoopounauis 08uxceHu,
U30UpPameabHOCMs NOHUMAHUSL UHCIMPYKUULL, HaCMO 0mée-
kaemcs om 3adanus. Humennexkm cruusicen. Obyuaemces ux-
JusudyanbHo no KOppeKyUoHHOU npoepamme 7.2; ¢ npoepam-
MOl He cnpaeasiemcs.

1Steinhoff B., Bast T. Compendium Antiepileptic Drugs. Berlin: Deutsche Gesellschaft fiir Epileptologie; 2019/2020.
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Puc. 1. Opaemenm snexmposnuegpanoepammor cha nayuenmru M.,
7 nem. Pecuonanvhas npodoadcenHas snusenmu@opmHas aKkmue-
HOCMb 6 1e6011 b{eHmpa/leO-BuCO'-{HOﬁ obnacmu u He3a8UCUMbLLL 04ae
8 BUCOUHOI 0baacmu cnpaea

Fig. 1. Fragment of the sleep electroencephalogram of patient M., female, 7 years
old. Regional continuous epileptiform activity in the left central-temporal region
and an independent focus in the temporal region on the right

Kaunuueckuii duaenos. Dnunsenmuueckas snyegano-
namus. Cundpom nceedo-Jlennokca, peghpakmeproe meueHiie.
Cundpom cmamuko-momopHoi Hedocmamourocmu. Koenu-
muenvie Hapyuienus. CUHOPOM eUunepaKmugHoCmi.

Jlonoanumeavnvie memodst uccaedosanusn. Mae-
HUMHO-PE30HAHCHAs MoMoepagusi: 6e3 CmpyKmypHoil namo-
noeuu. Budeoanexmposnyepanoepagpuueckuii MoHumopuHe
cHa (aneapv 2024 e.) Ha goHe mepanuu reeemupayemamom
8 do3ze 30 me/ke/cym (uepe3 1 200 nocae e0pMOHANBHOU me-
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Puc. 2. Budeoarexmposuyeganoepaghuseckuii MOHUMOpuHe om mas
2024 2. Pedkue omdenvHble HU3KOAMNAUMYOHbLE 3A0CPEHHbLE 801~
HbL, O MOPON02UU HANOMUHAIOWUE POAAHOUYECKUe CRAUKU, 8 NPa-
801l UeHMPANbHO-MEeMeHHOU obracmu

Fig. 2. Videoelectroencephalographic monitoring from May 2024. Rare
individual low-amplitude sharp waves, morphologically reminiscent
of rolandic spikes, in the right central-parietal region

PaAnuu): pecucmpupyromest pecuoHaibHas nPooOANCeHHAS
SNUNENMUDOPMHAST AKMUBHOCMb 6 8UDe POAAHOUYECKUX
CRAliK08 6 N80l UeHMPAAbHO-8UCOYHOI 001ACMU U He3A8U-
cumblil o4ae 8 8UCOHHOU obaacmu cnpaesa (puc. 1).

C yenvio Koppekuuu eunepaKkmusHOCMU 8 mepanuro Ovia
86edeH cyabmuam 5 me/ke/cym Ha QoHe npuema negemupa-
Uemama ¢ nocAe0youUM Nepexo0om Ha MOHOMEPanuro Cyab-
muamom 5 me/Ke/cym, ¢ nOAOHCUMENbHOU OUHAMUKOU
no danuvim DII 6 6ude cHudICEHUS nPedcmasaeHHOCMU SNU-
Aenmugopmuoil akmusrHocmu (puc. 2) u yayuuieHuem noge-
deHus.

Ouyenxa CHABI no wxare ADHD—DSM—1V (sepcus
0as podumeneii) Ha goHe dyomepanuu (neeemupayemam
30 me/ke + cynvmuam 5 me/xe): CABI — 34, eunepakmug-
Hocmb — 18, degpuyum enumanus — 16 6annos. Coenacro
Xapakmepucmukam nedazoeoe u pooumeneii, Omme4eHa no-
A0XCUMENbHASL OUHAMUKA NO NOBEOEHUIO.

3axarouenue: dobasieHue CysbmMUama YMeHbUUAD Bbl-
pasicennocms cumnmomos CIABI na 20 %.

KnuHuueckuin cnyvai 2

Hayuenmra A., 9 rem. Pooumeau o6pamunuce ¢ xca-
A06aMU HA peepecc KOCHUMUBHbIX QYYHKUULL Y pebeHKa 8 me-
YeHue NocaeoHe20 200a: MpyoOHOCMU YCEOCHUSI WKOAbHOI
NpOSPaAMMbL, HUKUU MeMN YMeHUsl, cuema, a2pammamu3mbl
6 peuu, 00420 3anomunaem mamepuan. Tpe6yemcs enewHuil
KOHMPOAb 83DOCABIX NPU GLINOAHEHUU WKOAbHBIX 3A0aHUL
u 6 obimy. 3abvieaem npoidenHsiil mamepuan. 1pyonocmu
OPUEHMUPOBKU 80 BDEMEHU,; YACMO MePAEnCs 8 NPOCMPaH-
cmee. Buumanue paccesnnoe, momophas neaoskocmo. B no-
6edeHuu cnokoiinas. KommyHnukabenavnas, Ho mpyoHo noo-
depoicuseaem KOHMAKmM cO c8epCmMHUKamu (mpyoHocmu
noHUMaHUs peuu, yoepycanus duanoea). [lpucmynog Hukoe-
da He 0ObL0.

Cemerinblii anamues no snunencuu He Omsa2ouleH.

Anamnes ncusnu. Pebernox om 2-ii, HopmansHo npome-
Kasuieil bepemenHocmu, cmapuias cecmpa 30opoéa. Poobi
6 cpok, macca meaa npu poxcdernuu 3700 e. Pannee momoproe
U pewesoe pazsumiie no 603pacmy.

Anamnes 3aboaesanus. XKanobv Ha KoeHUMUEHbIE U pe-
Yegvle HAPYUWeHUs No8UAUCH 8 nocaedHue 1,5 eooa.

Oobsexmuenviii cmamyc. MomopHas Hea08KOCMb
npu xo0voe, neckas ouckoopounauus osudicenuil. Mnmennex-
myanvHbvle HapyuieHust (00yuaemcs no npoepamme 2-20 KAac-
ca 00ueobpaz08amenvHol WKObL, C NPOCPAMMOL He Cnpas-
asemcest). 3aHumaemcsi ¢ HelUponCcUxon020M 6 meuenue
nocaednezo eoda 1—2 pasa 6 nHedenro undusudyanvro, oe3 3g-
gexma. Peepecc koenumueHbix yHKyull 3ameyarom poou-
meau, nedaeoeu U HeUponcuUxonoe.

Jlonoanumeavnvie memodot uccaedosanusn. Mae-
HUMHO-PE30HAHCHAsL MoMoepagust: 6e3 CmpyKmypHoll namo-
noeuu. Budeoanexmposnueganoepapuueckuii MOHUMOPUHE
CHA: NPo0oadceHHAas Oug@y3Has cnaik-604H08as1 AKMUG-
Hocmb 80 8pems cHa 0o mepanuu ADII (puc. 3).
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Puc. 3. Opaemenm anexmposnyegpanocpammer cha nayuenmsu A.,
9 nem. Ilpodonxcennas dughghysnas cnaiik-601H08a1 AKMUBHOCHb
60 6pems CHA do mepanuu ahmusnujienmu4ecKkumu npenapamamu
Fig. 3. Fragment of the sleep electroencephalogram of patient A., female,
9years old. Continued diffuse spike-wave activity during sleep before therapy
with antiepileptic drugs

Hasnauen cysbmuam 6 dose 7 me/ke/cym. I[lpunumana
npenapam c Hos6ps 2024 e. no anpeav 2025 2., nocae ueeo
Mepanuro camocmosmensHo RPeKpamuni.

Ha ¢one npuema npenapama desourxa cmana 6onee co-
OpaHHOIl, NO OUEHKAM HelpOnCUxoa0ea, Ayvile yCeausand
mamepuan. lunepakmuenocms coxpansnacy. Ha gporne npe-
Kpauenus npuema npenapama u3-3a e2o Omcymcmeus 6 an-
meuHoi cemu nedazoeu u poOUmeny OMme4arom noGMopPHbLii
peepecc KOGHUMUBHBIX QYHKYUL U nogedeHus 00 UCXOOH020
Ypo8Hs (00 AeueHUs: CYAbMUamMom).

Ouyenxa CHABI no wxare ADHD—DSM—1V (sepcus
ons podumeneil):

* ucxodHo, 0o mepanuu cysvmuamom: CABI — 39, degpu-
yum eHUManus — 23, eunepakmugrocmo — 16 6a1108;

* Ha gone mepanuu cyromuamom: CJIBI' — 27, dechuyum
eéHumanus — 12, eunepakmusrocmo — 15 6a1108;

* nocae ommennwt npenapama: CABI — 40, depuyum enu-
manus — 19, eunepaxkmugrocms — 21 6ann.

3

Kaunuueckuii ouaenos. Dnurenmuueckas snyeganona-
mus co cnaiik-601Ho8o0i akmuesayuell 6o cHe. C/IBI.

B Hacmosauwee epemsa desouka yuumcs 6 3-m Kaacce
10 00ueo0bpaz08amenbHoll NPoPaMMe, N0 PEULeHUIO NCUXO0-
N1020-MeOUK0-nedazoeuteckoil KoMuccuu 6 nocieonue 2 mec
00yueHUs npednodceH nepeeood Ha A0anmupoBaHHyr KOPpeK-
UYUOHHYIO NPOPAMMY C ROCACOYIOWUM OYOAUPOsanuem npo-
epammul 3-20 Kaacca.

B mepanuto pekomen008ano nogmopHo 66ecmii CyAbmi-
am 6 doze 7— 10 me/xe/cym nod koumpoaem I3 u oyenku
KOSHUMUBHBIX YYHKUUL.

3axarouenue: cysbmuam cruxcar nposeaenus CABI
vy nayuenmxu Ha 30—35 %.

BbiBoabl

Couetanue snunencuu u CIABIT TpeOyeT nHAMBUAY-
aJIbHOTO TIOAXO0Ma K JieueHMI0. BaxeH OamaHCc MexXmTy
KOHTPOJIEM TPUCTYIIOB M KOPPEKIIME MOBEACHYECKUX
M KOTHUTUBHBIX HapylleHWil. B OOJBIIMHCTBE CllydaeB
IPY IPaBWJIBHOM ITOI00PE TEPaIy Ka4eCTBO XKU3HU T1a-
LIMEHTOB 3HAYMTEILHO yiydiaeTcs. PakTopbl pucKa Ha-
yuuus CABI y neteit ¢ anuierncueil BKIo4YaT Hapylle-
HUs Pa3BUTUS, IJIOXOW KOHTPOJb Haj IPHUCTYIaMMU,
aKaJIeMUYECKYIO HEYCIIEeBAEMOCTb, ICTIPECCUIO Y TPEBOXK-
HOCTh. HapyIieHus: BHUMaHUs 1 MOBEACHUS CBSI3aHBI
¢ anunencueit, neiictBueM ADI1 (ocodbeHHO MpU MOaUTE-
panun). CkpuauHar CIABI ciaeayeT mpoBOaUTh ¢ 6 JIeT
NP YCTAHOBJICHWH JUATHO3a «3MUJICTICHUSI», TIOBTOPSITH
exeromaHo u nociyie cMeHbl ADI 1. PekoMeHI0BaH OMPOCHUK
SDQ. Cnenyet n3derath MoJuTepanuu mpyu Bo3pacT3aBU-
CUMBIX (popMax, orpaHUYUTh MpumeHeHue ADII, ycyry-
OJISTIOLIMX TTPOOJIEMBI C BHUMAHUEM U TTOBEICHUEM Y IETei
¢ CABI. CynsrnaM MoxXeT paccMaTpuBaThes Kak ADIT
IePBOi1 IMHUM Tepanuu y MalieHTOB ¢ (hOKaIbHOM 31K~
nencueit 1 C/ABI, ocobeHHO y MalMeHTOB ¢ BMUJIEIITU-
(bOopMHOIT aKTUBHOCTBIO T10 TUITY POJIAHAMYECKHIX CITaliKOB,
BKJTIOYAsT SMWJICTITUYECKHE SHIIE(DATONaTU CO CIIaiiK-BOJI-
HOBOI aKTMBAIlMEi BO CHE.
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ITpunoxenue 1
Supplement 1

Onpocuuk «CuiibHble CTOPOHBI U TpyaHOCTH» P. IyaMana ayig oneHku noseaenus y aereii ¢ 3 no 17 jer,
peKoMeHI0BaHHbIi MeXIyHAPOIHO! MPOTHBOIMUIENITHIECKOI JIUTOi /7151 OLeHKH Y JAeTei ¢ Snmuiiencuei
(3amoyiHAETCSA POAUTEJISIMH)
R. Goodman’s Strengths and Difficulties Questionnaire for assessing behavior in children aged 3 to 17 years,
recommended by the International League Against Epilepsy for assessing in children with epilepsy
(to be completed by parents)

Somewhat Certainly
true true

Statement about a child Not true

1. BHMMaresieH K 4yBCTBaM APYrux Jroaci 0 1 2
1. Considerate of other people’s feelings

2. HCyFOMOHHbIﬁ, CJIMIIKOM aKTHBHI:IfI, HE MOXET J0JIT0 0CTaBaThCsl CIIOKOMHBIM 0 1 2
2. Restless, overactive, cannot stay still for long

3. Yacro xanyeTcs Ha TOJOBHbIE 00JIM, OO B XKMBOTE,TOIIHOTY
) ; 0 1 2
3. Often complains of headaches, stomach-aches or sickness

4. OXOTHO AEIUTCS C APYTUMU AETbMU (YTOILLIEHUEM, UTPYIIIKAMU, KapaHAalllaMu 1 T. 1I.) 0 1 2
4. Shares readily with other children, for example toys, treats, pencils

5. YacTo MCIIBITHIBAET COCTOSTHUE TIOBBIIIIEHHOTO pa3IpaXkeHusl, THeBa 0 1 2
5. Often loses temper

6. CKJIOHEH K YeIUHEHMIO, YaCTO UTPACT OJUH
. 0 1 2
6. Rather solitary, prefers to play alone

7. OOBIYHO TOCITYIIIEH, TOMINHSIETCSI TPEOOBAHUSM B3POCIIBIX 2 1 0
7. Generally well behaved, usually does what adults request

8. YacTo BRINISIAUT O€CTIOKOMHBIM, 03a009eHHBIM 0 1 )
8. Many worries or often seems worried

9. IIbITaeTcsa MOMOYb, €CJIU KTO-HUOYIb PACCTPOSH, OOMXKEH WIIN OOJICH
. . A 0 1 2
9. Helpful if someone is hurt, upset or feeling ill

10. ITocToSTHHO €p3aeT ¥ BEPTUTCS 0 1 )
10. Constantly fidgeting or squirming

11. MMeet 1o KpaliHeit Mepe OMHOTO XOPOIIIEeTo Apyra ) 1 0
11. Has at least one good friend

12. YacTo aepetcs ¢ ApYyTMMU JSThMU WIIM 3aIAPACT UX 0 1 2
12. Often fights with other children or bullies them

13. YacTo uyBCTBYeT ce0si HECUACTHBIM, YHBUIBIM, TOTOB pPaCIlJIaKaThCsl
0 1 2
13. Often unhappy, depressed or tearful

14. OGBIYHO HPABUTCS APYTUM JECTSIM 2 1 0
14. Generally liked by other children

15. Jlerko oTBieKaeTcs, BHUMaHUE PacCesTHHOE
o . 0 1 2
15. Easily distracted, concentration wanders

16. B HOBOIi 0GCTaHOBKE HEPBO3HBII, HATOCIIUBBIIA, JIETKO TEPSIET YBEPEHHOCTh 0 1 2
16. Nervous or clingy in new situations, easily loses confidence

w
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OKOHYaHKe ONPOCHUKA
End of Questionnaire

Statement about a child Not true pemeniiat ity
true true
17. Ho0p K MAamIIAM ACTSIM 0 1 2
17. Kind to younger children
18. Yacro Bpet, 0OMaHBIBAET 0 1 2
18. Often lies or cheats
19. Ipyrue netv npa3HAT WIN 3aAUPAIOT €T0 0 1 2

19. Picked on or bullied by other children

20. YacTo BBI3BIBACTCS TOMOYD APYTUM (DPOIUTEIISIM,
YIUTEISM, JETSIM) 0 1 2
20. Often volunteers to help others (parents, teachers, other children)

21. XopolIo MmoayMaeT, Mpexkae YeM AeiiCTBOBaTh )

21. Thinks things out before acting 1 0
22. Kpaznet Bely U3 AoMa, U3 IIKOJbI, U3 IPYTUX MECT 0 1 2
22. Steals from home, school or elsewhere
23. Bonee ycrenHble OTHOLIEHUSI CO B3POCIBIMU, YEM C IETbMU 0 1 2
23. Gets along better with adults than with other children
24. XapaKTepHBI CTpaxu, JETKO ITyTaeTcst

. 0 1 2
24. Many fears, easily scared
25. BoIMoTHsIEeT 3a0aHust OT Havyalla 1o KOHIIa, BHUMATEJIEH U COCPEIOTOUCH D) 1 2

25. Good attention span, sees chores or homework through to the end

OneHKa BONpoCoB
Evaluation of questions

“

Hpocounaanoe IIOBEICHUC

Prosocial behavior 1,4,9,17, 20 0—-11 12—15 16—40
OMOILMOHAIBHBIE CUMIITOMBI (IUCTPECC) 3.8 13. 16. 24 0—4 5 6-10
Emotional symptoms (distress) R

[IpoGaemsbl ¢ moBeneHUEM 57 12.18.22 0—2 3 4-10
Behavioral problems R

LIPTaC TGS 2,10, 15,21, 25 0-5 6 7-10
Hyperactivity

[TpoGeMBI cO CBEpCTHUKAMU 6.11.14.19. 23 0-3 4 0-10
Problems with peers o

OO611ee YrcyIo mpodeM 2,3,5,6,7,8,10, 11, 12, 13, 14, 0—-10 5 0—4

Total number of problems 15, 16, 18, 19, 21, 22, 23, 24, 25
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IIpunoxenue 2
Supplement 2

QR-koxpl 1151 10ocTynA OHJIaiH K onpocHukam Strengths and Difficulties Questionnaire (SDQ),
The Adult ADHD Self-Report Scale (ASRS) u ADHD Rating Scale
QR codes for online access to the Strengths and Difficulties Questionnaire (SDQ), The Adult ADHD Self-
Report Scale (ASRS) u ADHD Rating Scale

Strengths and Difficulties
Questionnaire

1. BcemupHasi opraHu3anusi 31paBoOXpaHeHusl. DIUIETICHUs.
HoctymnHo 1o: https://www.who.int/ru/news-room/fact-sheets/
detail/epilepsy.

World Health Organization. Epilepsy. Available at: https://www.who.int/
ru/news-room/fact-sheets/detail /epilepsy. (In Russ.).

. Ynbanuna O.A., CopokoBa M.I., ®enonkuHa A.A. u ap. Monudu-
Kauus onpocHuka «CUibHbIe CTOPOHBI U TpyaHocTH» (CCT)

P. Iynmana nnst nogpoctkoB. [Mcuxonorus. 2KypHan Beicuieit mko-
J1bl 9KOHOMUKY 2025;22(2):288—315.

DOI: 10.17323/1813-8918-2025-2-288—315

Ulyanina O.A., Sorokova M.G., Fedonkina A.A. et al. Modification
of R. Goodman’s Strengths and Difficulties Questionnaire (SDQ)
for adolescents. Psikhologiya. Zhurnal Vysshey shkoly ekonomiki =
Psychology. Journal of the Higher School of Economics
2025;22(2):288—315. (In Russ.).

DOI: 10.17323/1813-8918-2025-2-288—315

3. Adamou M., Fullen T., Jones S.L. EEG for diagnosis of adult
ADHD: a systematic review with narrative analysis. Front Psychiatry
2020;11:871. DOI: 10.3389/fpsyt.2020.00871

4. ADHD Rates by Country. 2025. Available at:
https://worldpopulationreview.com/country-rankings/adhd-rates-
by-country.

5. ADHD Treatment. Available at: https://www.cdc.gov/adhd/
treatment/index.html.

6. Ahire N.K. Attention-driven deep learning framework for EEG
analysis in ADHD detection. Appl Neuropsychol Child 2025:1—11.
DOI: 10.1080/21622965.2025.2512919

7. Al Kaisi A.H., McGuire R.J. The effect of sulthiame on disturbed
behaviour in mentally subnormal patients. Br J Psychiatry
1974;124:45—9. DOI: 10.1192/bjp.124.1.45

The Adult ADHD Self-Report Scale

oo

—_—

12.

13.

14.

15.

ADHD Rating Scale

. Arico M., Arigliani E., Giannotti F, Romani M. ADHD

and ADHD-related neural networks in benign epilepsy
with centrotemporal spikes: a systematic review. Epilepsy
Behav 2020;112:107448.

. Auvin S., Wirrell E., Donald K.A. et al. Systematic review

of the screening, diagnosis, and management of ADHD in children
with epilepsy. Consensus paper of the Task Force on Comorbidities
of the ILAE Pediatric Commission. Epilepsia 2018;59(10):1867—80.
DOI: 10.1111/epi.14549

. Ballara Petitbo M., Gonzalez Alguacil E., Gutiérrez Delicado E. et al.

Neuropsychiatric comorbidities and cognition in epilepsy with eyelid
myoclonia: a retrospective pediatric case series. Epileptic Disord
2023;25(5):758—68.

. Brikell I., Ghirardi L., D’Onofrio B.M. et al. familial liability

to epilepsy and attention-deficit/hyperactivity disorder:

a nationwide cohort study. Biol Psychiatry 2018;83(2):173—80.

DOI: 10.1016/j.biopsych.2017.08.006

Cheng W., Yang Y., Chen Y. et al. Anti-seizure medication treatment
of benign childhood epilepsy with centrotemporal spikes:

a systematic review and meta-analysis. Front Pharmacol
2022;13:821639. DOI: 10.3389/fphar.2022.821639

Chu H., Wang B., Zhao X., Mu L. Epilepsy and psychiatric
comorbidities: a bidirectional mendelian randomization study.

J Affect Disord 2024;350:774—83. DOI: 10.1016/j.jad.2024.01.178
Clarke A.R., Barry R.J., Johnstone S. Resting state EEG power research
in attention-deficit/hyperactivity disorder: a review update. Clin
Neurophysiol 2020;131(7):1463—79. DOI: 10.1016/j.clinph.2020.03.029
Dreier J.W., Trabjerg B.B., Plana-Ripoll O. et al. Epilepsy

in childhood and school performance: a nation-wide cohort study.
Brain 2024;147(2):532—41. DOI: 10.1093/brain/awad382
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BonesHb Xupasma, nnu moHoMennyeckas aMMoTpodus, ABNAETCA Pa3HOBUAHOCTbLIO LIepPBUKabHOI MUenonarum, CBa3aHHoOM
o crnbaHuem B WeNHOM OTAeNe NO3BOHOYHMKA, BbI3biBatOLeil aTPOdUI0 WeAHOro 0TAENA CMMHHOTO MO3ra 33 CYET KOM-
npeccun oTcnamBalolleiics AOPCasbHOi YacTh TBepAoN MO3roBoit 060104KK. B HacToswee Bpems 6one3Hb Xupasma —
HeJ0CTaTOYHO U3YYeHHas, HO [OOPOKaYeCTBEHHas NaToNorus, Tpebywas TIwaTenbHoro 06cef0BaHNA U NPOBEAEHNUSA
AvddepeHLManbHOi AUATHOCTUKM C PYTUMU BapuaHTaMKU MUENONaTUiA, YTO 0COOEHHO BAXHO AN UCKMIOYEHWS TaKoW
Cepbe3HOM NaToorum, KaK LWeiHbli BapuaHT 60KOBOr0 aMMOTPO(UYECKOTO CKnepo3a. lpefcTaBaeHe [AHHOMO KIMHNYe-
CKOTO C/ly4as no3BosfeT paclupuTb 0CBELOMIEHHOCTb KIMHULNCTOB O 60ne3HM X1pasma C Lesbio paHHei afeKBaTHOM
AWNArHOCTUKM 3TOi NaTonoruu.

KnioueBble cnoBa: 6one3Hb Xupasma, MOHOMEIMYECKas aMUOTPOdUs, KOMNPECCHs CMUHHOMO MO3ra Npu WeilHOM crubaHuu,
WeMnHbIA 0TAEN NO3BOHOYHUKA, NPOrpeccupyoLas MblledyHas arpodus, 60KOBO aMMOTPOdUUECKHit CKNepos, MOTOpHas
MynbTUdOKaNnbHas HeliponaTus

IOns yutnposanus: Netpyxut A.C., Manbmbepr C.A., Cagosckas H0.E., MpoHnyesa 10.5. BonesHb Xupasma u npobnemsi
ee auddepeHUNanbHOMO AnarHo3a ¢ gpyrumu hopmamu LepBUKaNbHbIX MUENONATUIA: KNMHUYECKUI cnyyail. Pycckuii
XypHan fetckoi Hesponorumn 2025;20(3):55-70.
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Hirayama disease and problems of its differential diagnosis with other cervical myelopathies:
a case report
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Hirayama disease, or monomelic amyotrophy, is a quite rare type of cervical flexion myelopathy that causes atrophy
of the cervical spinal cord. Today, Hirayama disease is an insufficiently studied pathology that requires a thorough
examination and differential diagnosis with other variants of myelopathy, which is especially important for excluding
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such a serious phenomenon as the cervical variant of amyotrophic lateral sclerosis. The presentation of this clinical case
makes it possible to increase clinicians’ awareness of Hirayama disease in order to ensure early diagnosis and treatment.

Keywords: Hirayama disease, monomelic amyotrophy, spinal cord compression with cervical flexion, cervical spine,
progressive muscular atrophy, amyotrophic lateral sclerosis, motor multifocal neuropathy

For citation: Petrukhin A.S., Malmberg S.A., Sadovskaya Yu.E., Pronicheva Yu.B. Hirayama disease and problems of its
differential diagnosis with other cervical myelopathies: a case report. Russkiy zhurnal detskoy nevrologii = Russian
Journal of Child Neurology 2025;20(3):55-70. (In Russ.).

DO https://doi.org/10.17650/2073-8803-2025-20-3-55-70

IOBeHMIbHAST MBIIIEYHAsT aMHOTPOGUST AUCTATLHBIX
OTJIEJIOB BEPXHMX KOHEYHOCTEH, KOTOPYIO TakKKe Ha3bIBAIOT
oone3Hblo Xupasama (bX), nMeer HeCKOJIbKO CHHOHUMOB:
MOHOMeJIMYecKass aMuoTpodus, IOBEHUIbHAST aCUMMe-
TPUYHAs CIIMHAJIbHAST CETMEHTApHAsT MBIIIICYHAsT aTpOpHUsI.
Dro 3ab0jIeBaHKe, BIIEPBbIC OMMCAHHOE Y XuTeneit Smo-
HuM 1 FOro-BocTouHoit A3un, XapaKTepu3yeTcs: OHOCTO-
POHHEI1 (peXe — aCMMMETPUYHOI JABYCTOPOHHEN) IpO-
IPECCUPYIOIIEH MBIIIEYHON CJ1a00CThIO M HEBPOT€HHBIMM
aTpo¢UsIMU MBILIL KUCTU U TipeArieubs (MuoToMmel C7,
C8 u Thl).

Bbonesnnr Xupasima — 310 10OpOKaueCcTBEHHAasI LIeiHas
MUEJIONaTUsI, CBSI3aHHAsI C BEHTPaJIbHBIM CMEIICHUEM
JOPCaJIBHOTO OTZEeJa AypajlbHOTO MEIIKa NMPU crubaHuu
IIEHHOTO OT/ea ITO3BOHOYHMKA C JIOKAJIbHOM KOMIIpEC-
CHeli CIMHHOTO MO3ra M HapyllIeHMeM BEHO3HOT'O OTTOKA.

3aboseBaHue XxapakTepusyercs (oKaabHOM aMUOTPO-
(ueit MpIII ¢ HapylIeHHeM (QYHKIMA MOTOHEWPOHOB
HIDKHUX IIeMHBIX cCerMeHTOB crmHHoro mo3sra: C7, C8,
Thl [12].

[lepBrblit maneHT ObLT onucad B 1959 1. smoHCKUM
HeBposioroMm Keitzo Xupasma [16], ¢ Tex TTop onmyoImKo-
BaHBI onMcaHug 6osee 1500 KTMHMYECKUX HAOIIOAEHUIA,
Y MX YKCJIO YBEIIMYMBACTCS, PACIIUPSCTCS KIMHUIEeCKasK
(beHOMEHOIOTHUS ¢ BBIICIEHUEM HECKOJIbKUX IOITUIIOB
3a00JIeBaHMsI, YTO OIpPEAE/ISIET aKTyalbHOCTh OIMCAHUS
HOBBIX KJIMHUYECKUX ciiydaeB. [1o-BuarMoMy, 3a60j1eBa-
HUE SIBJISICTCS HE CTOJIBKO PEAKUM, CKOJIBKO HEI0CTaTOY-
HO IMarHOCTHPYeMbIM. B CBsI31 ¢ paciimpeHreM BO3MOX-
HOCTE JUISI TMPOBEACHUS MarHUTHO-PE30HAHCHOM
JMMArHOCTMKM BCE Yallle B POCCUNCKON HAyYHOM JUTepa-
Type MOXHO BCTPETUTh HOBbIE KIIMHUYECKUE OIMCAHNSI.

Dnuaemuoorusa. Hanbospinast pacrpocTpaHeHHOCTb
bX otMeueHa y MyX4uH B A3uH, OTIEIbHBIE CJTy4yau BbI-
saBineHbl B EBponie u CeBepHoit Amepuke [20].

Jeoror B Bo3pacte ot 15 mo 25 yet, game B 17—19 JeT;
MY>KYMHBI CTPagaloT B 7 pa3 Yallle KeHIIWH, YTO CBSI3bIBa-
10T ¢ 00JIee MHTEHCUBHBIM POCTOM U U3MEHEHHMEM aHTPO-
IIOMETPUIECKHUX TTapaMeTPOB MOCJIe IEproIa IMOJ0BOrO
cospeBaHus [19].

Druoaorusg bX ocraeTcst AMCKYCCUOHHOIM.

ITaTorene3 bX 10 cuX MOp TOYHO He SICEH, HO Harubo-
Jiee TIpaBIONOA00HOM! TUIOTE30M SIBJSIETCS] TUTTOKCUYECKH -

UIIEMUYECKOe MOBPEXIEeHUE BCAEACTBUE KOMIIPECCUU
CIIMHHOIO MO3ra MpU IIeAHOM CTrMOaHUM, TIPUBOISIIEE
K HEKPO3Y KJIETOK MePEeaHUX POTOB C MAKCUMAaJIbHOI BbI-
paxkeHHOCThIO Ha ypoBHe C6—C7—C8 [26, 35]; Ha Goiee
MO3IHUX CTAAUSX HACTyIaeT aTpodrsi CMUHHOTO MO3ra.

Bonesnb Xupasima MoXeT ObITh CBSI3aHa C OTEKOM 3a/I-
HETO 3MUIYPATbHOTO BEHO3HOTO CIUIETEHUS U PE3YIBTH -
pymoleit KoMIpeccuel CIMHHOIO MO3ra, YTO yKa3biBaeT
Ha poJib COCYIMCTHIX (hakTopoB [5, 8]. Psa aBTopoB pac-
CMaTpHMBAaIOT B KAYECTBE 3HAYMMOI'0 MeXaHU3Ma pa3BUTHUS
BbX HecbaaHCMpPOBaHHBIN POCT CIMHHOTO MO3Ta U TBEp-
JIoi1 MO3roBoii oboouku [31].

Kinunauyeckas kapTuna. XapakTepHbl OTHOCTOPOHHSIS
MBIILIEYHAs C1a00CTh U aTpOodus MBI KUCTU U TIpea-
TLTeYbS.

B nutepatype npencraBieHsl ciaeaylolie Haubosee
BaXHbIe KJIMHWYECKME KpuTepuu [36]:

* OIHOCTOPOHHEE WIU ITPEUMYLLIECTBEHHO OJJHOCTOPOH-
Hee NopaxkeHue JUCTATbHbBIX OT/IEIOB BepXHEil KOHeY -
HOCTU — CHUXKEHME CUJIbI M aTPOGUS MBIIIILL, a TAKXKE
Hammyue QaclMKYJ/ISLMI B MBILILAX PYK U XOJIOIOBOTO
napesa, T.€. yBeJUUEHUE CTEIIEHU MbIIIIEYHOM CcJ1ab0-
CTU Ha XOJI0[Ie;

* OTCYTCTBHUE 3HAYMMBbIX YYBCTBUTEIbHBIX HAPYIIICHU
1 U3MEHEHMSI TTpoIpropedIeKcoB, a TAKXKe CUMIITO-
MOB MMOpakeHUsI HUXKHUX KOHEYHOCTEI;

* UCKJIIOYEHUE NPYTMX IPUUYMH NTOPaXEeHUs CIIMHHOTO
Mo3ra (CUpUHTOMUEINNS, CIIMHAIBHBIE OITYXOJIY, MYJTb-
TUdoKaabHasg MoTopHas HeBpornatus (MMH), 6o-
JIe3Hb MOTOHEpPOHA U T. I1.);

* (hDeHOMEH «OTCPOUYEHHOI'O CIABJIEHUS» — CUMIITOMBI
YCWJIMBAIOTCS MPU Mepepa3srudaHuu 1meu (13-3a cMe-
LIEHUS AyPaTbHOTO MEIIKa Y KOMITPECCUY CHTUHHOTO
moara) [33].

JlonoHUTE IbHBIE METOIBI HCCIeA0BAHNS. PeKoMeHIy-
eTcs MPoBeJeHUE MAarHUTHO-PE30HAHCHOU ToMorpachuun
(MPT) weitHoro otnena no3BoHouHuKa (ILI1OIT) B moso-
XXEHUM CTMOaHUs, peKOMEHAYeMbIiA yroy crubaHus co-
crabnsieT 30—40° (MuHUManbHbINA — 25°). HelipoBusyanu-
3alIMOHHBIMU Mpu3HaKaMu bX SBISIOTCS BeHTpalbHOE
CMellIeHUE 3aJHe MOBEPXHOCTU TBEPI0H MO3TOBOI 000-
Jnouku npu crudanuu B LIOII, morepst mpuKpereHus
MEXIY 3alHUM NypajbHBbIM MEILIKOM M HUXKeJexXaein
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IJIACTUHKOM, paclIMpeHHOEe BHYTPEHHEE MTO3BOHOYHOE
BeHO3Hoe cruieTeHue npu crubanuu B LHOIT u atpodpu-
YeCKHMe U3MEHEHMS TIePETHIX POTOB Ha YPOBHE HIDKHMX
IEWHBIX CETMEHTOB CIIMHHOrO Mo3ra. B HeliTpaabHOM
nosoxeHuu IITOIT Ha TOMOrpaMMe MOTYT OIPEACIISITECS
JIOKaJIbHast aTpoust HYKHMX IIEAHBIX CETMEHTOB CITUH-
HOTO MO3ra, HapylieHue (PU3U0JIOTMIeCKIX N3TUOOB I10-
3BOHOYHMKA, aCUMMETPUYHOE YIUIOIIEHUE CITMHHOTO
MO3ra B iepeIHe3aIHeM HallpaBIeHUH, IpyIeBUIHast (Dop-
Ma ITOTePEeYHNKA CIIMHHOTO MO3Ta, TapeHXMMAaTO3HbIC 13-
MEHEHMSI B HYDKHUX IIEMHBIX CErMEHTaX CIIMHHOTO MO3ra
npu T2-B3BelIECHHOM U300paXkeHUU (MHTpaMeayIsspHast
TMIEPUHTEHCUBHOCTh — CHMIITOM <«IJIa3 3MEW»), MOTepsI
KOHTaKTa 3a{HeW MTOBEPXHOCTU AypaJIbHOTO MEIIKA € JOp-
CaJIbHOI CTeHKOM CIIMHHOMO3roBoro KaHana [12, 17].

[Ipu npoBeneHNM 3JIeKTpOHeipoMuorpaduu onpeme-
JITIOTCS CETMEHTAapHbIe HEPOTeHHbIE TTOBPEXKIEHUSI, yKa-
3pIBAlOIIIME Ha IAaTOJOTHIO MOTOHEMPOHOB MEPEIHEro
pora CIIMHHOTO MO3Ta, PaCIOJI0XEHHBIX B HYDKHEI YacTh
IEHHOTr0 OTAeIa CIIMHHOTO MO3Ta, IIPU OTCYTCTBUM I10-
paXkeHUsI YyBCTBUTEIBHBIX HEPBOB.

[cTomornveckoe UCCaeIOBaHNE TTOPAXKEHHBIX MBITIIIT
B YAaCTH CJTy9aeB BbISIBIISIET pa30pOCAHHBIC TPYITITHI MEJIKMX,
aTpodUIeCcKX KOHTYpUPOBAaHHBIX BOJIOKOH. [1o TaHHBIM
B. Zhou u coaBr., B 25 % cirydaeB OMOIICHS MBI HE BbI-
SIBJISIET TIAaTOJIOTMYECKUX 3MeHeHuit [40].

Juddepennuanbaas quarnoctuka. LlepBukanbHas Mu-
eJlonarus ObIBAaeT CBSI3aHA C BOCIIAJIUTEIBHBIMM ITPOLIEC-
caMM, TpaBMaMM, COCYAMCTHIMU aHOMAJIUSIMU VJIA OITY-
XOJISIMM.

TpynHocTr npoBeaeHus nuddepeHunaaIbHONi quar-
HOCTUKM CUHIIPOMa BEPXHETO BSJIOTO MOHOIIape3a CBs3a-
HBI C TOJUMOP(PU3MOM KIIMHUYECKHMX (POPM, CXOXKECThIO
(beHOTUITMYECKOI KAPTUHBI C 3200JICBAHUSMMU, IIPU KOTO-
pBIX cTpamaeT nepudepudecKrii JBUTaTeIbHbIN HEHPOH
W/WIU HeBpalbHbIe CTPYKTYphl. K 3THM 3a00JieBaHUSIM
OTHOCSITCSI IeHO-TpyaHast (hopMa OOKOBOTO aMUOTPO-
duueckoro ckieposa (bBAC), niepBuKaibHasl CIIOHIU-
noreHHast amuotpodus (LICA), MMH, TyHHeIbHbIE CUH-
JIPOMBI, HACJICACTBEHHAsI HEBPOIIATHUS CO CKJIOHHOCTBIO
K KOMITPECCUOHHBIM MapainiaM, cuHApoM JIstonca—CaMm-
Hepa, XpOHMYECKast BOCIAIUTEIbHAS AeMUCTMHU3UPYIOIIAsT
MOJIMPATUKYJIOHEeBponaThs, X-CIeTUICHHAsT CITMHAIBHO-
Oy/IbOapHast MbIIIeYHast aTpodusl, CIMHAIBHBIC MBIIIICYHbIC
aTpoduu, AMCTaIbHbIE MMOIIATUM U HEBPOITATUU.

Jleyenue. KoHcepBaTHBHOE JIeUEHUE 3aKII0YaCTCS
B MCITOJIb30BAaHMU XKECTKOTO IEITHOro BOPOTHHKA LIS TIPe-
JIOTBpAICHUST TIOBPEXICHUS CIMHHOTO MO3ra ITpy cruda-
Huu B LIIOTII. ®ukcanusa nanHbM ciocoooMm LITOIT cro-
coOHa He TOJIbKO NpPeAOTBPaTUTh IPOTPECCUPOBAHUE
3a00JIeBaHUsI, HO M YMEHBIIIUTh BEIPAXKEHHOCTD aTpOduii
u MbleyHoi cinadoctu. 1o nanueiM K. Tashiro u coasr.,
M30JIMPOBAaHHOE TPUMEHEHUE BOPOTHHMKA 3((HEKTUBHO
B 57,2 % cay4aes [30].

Bo3MOXHBI BapyMaHTBl XUPYPTUYECKOTO JICUCHMS,
HO B JIUTEpaType He MPeICTaBIeHbI paHIOMU3HPOBaHHbBIC
KIMHWYECKHE UCCIIEAOBaHMs, ToKa3bIBalonye 3 PeKTUB-
HocTb ITpy bX onepaTtnBHBIX BMemaTesTbeTB. [IpruMeHeHe
XUPYPTUYECKUX METOMOB JICUYCHUSI, BEPOSITHO, MOXKET
MmoTpedoBaThCs B clydasix OoJiee TsKesloro TeueHus bX,
3aKJTIOYAIOIIErocs B BEICOKOM aKTUBHOCTH IEHEPBAIIOH-
HOTO Tpoliecca, rpy0oil aTpouu epeaHUX POroB CIIMH-
HOTO MO3ra, BOBJICYEHUH OOKOBBIX CTOJI0OOB CIIMHHOTO
MO3Tra C MOSIBJICHUEM CUMIITOMOB MOPaKeHUsI TUPaMUII-
Horo TpakTa. Hanbosee pacrpocTpaHeHHOM orepauyeit
SIBJISIETCSI TUTACTUKA TBEPAO MO3roBOIl 000JI0UKY C JIaMU-
Horutactukoi ¢ ukcarueit LIIOTIT aptponezom wiu 6e3 Ta-
KoBoii [13, 32].

Teuenue u mporHo3. CKpbITOE HAYAJIO C ITOCTEIIEHHBIM
MPOTrpeCCUPOBAHUEM CHMIITOMOB Ha ITPOTSKEHNH TTEPBBIX
HECKOJIBKHX JIET 3a00JIeBaHUSI, CMEHSIONIeecs CTaOuIn-
3arMeil KITMHMYECKMX MPOSIBJICHWIA U TIpeKpallieHueM Ipo-
rpeccrpoBaHud 3a00aeBaHus. OTHAKO HEOOXOAMMO YUH-
TBIBaTh, YTO CTEIIEHb MHBAIMAN3AINH MAIlIEHTOB MOXET
OBITh pa3IM4HO [33].

IIpencraBiasgeM coOCTBEHHOE KJIMHUYECKOE HaOJIIO-
JIIeHWE.

KnuHuyeckuni cnyyait

Hayuenm H., 16 sem, yuenux 10-20 kaacca obujeo6pa-
306amenvHoll wikoawt e. Mockevl, enepsvie 06pamuacs 6 mae
2023 2. ¢ acanobamu Ha 02paHuUHeHUe YACMUYHO20 CCUOAHUS
bonvwoeo naavya npasoii kucmu (digitus 1 dextra) na gone
comamuueckoeo oaaeonoayuus. Hacreocmeennulii anamues,
€O CA06 hayuenma, He omseoueH. 3noynompeodaenue aNKo-
20n1em, KypeHue, aniepeudeckue peakuyiu ompuyaem.

Ilpu ocmompe u 6 Hesposoeuueckom cmamyce: pocm
177 cm, macca mena 80 ke. Hnoexc maccot mesa —
25,5 ke/m>.

Cosnanue sicnoe. Ilcuxomuueckue, SMOUUOHANbHbIE U UH-
MenNeKmyanbHoO-MHeCmUu4eckKue HapyueHus, 00uemo3eo8ole
U MeHUHeeanbHble CUMNMOMbL He @biseneHbl. CoH, annemum
He HapyuleHbl.

Yepennoie Hepabl 6 uenom 6e3 namonoeuu. Ommeuena Autib
N€2KAsL ACUMMEMPUsL AUYA C ONYUeHUEM npagoeo yena pma
npU OMCYMCmMeUU NPU3HAKOE8 nape3a MUMUMECKUX Mol

Jleueamenvhas cucmema: Molue4HbLI MOHYC CHUNICEH
6 OUCMAanbHbIX OMOeNax 8epXHUX KOHEYHOCMell, 8 NPOKCU-
MAAbHbIX 0MOeNax U HUNCHUX KOHEHHOCMSAX He usmeneH. Tu-
nompogust Mvlully, NPAB020 NPeonae4bsl, yMeHbUleHUe 006eMa
Ha 1,0 cm mbluy epynn meuHapa u eunomeHapa, ampous
Moy 1-20 medxcnanvlyesoeo npomexcymia cnpasa (puc. 1).
Mbiueunas cuna cHudCEHA 8 NPABOLL KUCMU. 10KmMesoe CaU-
barnue u nponayuu Kucmu — 4 6anna, ceubanue OUCManbHoll
ganarneu boavuioeo nasvya cnpasa — 2 oaina. Moliweunas
CUAQ NPOKCUMANbHBIX MblUY, NAe4e8020 nosca (mpaneyue-
8UOHOIL, 08y21a80il, 0eabmo8UOHOI, nepedreil 3youamoii)
He cHuxcena (5 6a1108).
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Puc. 1. Ocobennocmu eunompoghuu moiuy Kucmeii nayuenma H.

Fig. 1. Features of muscle hypotrophy of the hands of patient I.

Maii2023r./

* OrpaHnueHne crubanua HorTeBoil anar  oTBeaeHNA 6ONbLLOTO NanbLa NPaBoii KUCTKH /
Limitation of flexion of the nail phalanx and abduction of the thumb of the right hand

May 2023

Wonb 2023 1./

« (nabocTb 6onbLLOro NanbLia npasoii kuctw / Weakness of the right thumb
* OrpaHnueHue npuBefeHUA 1 oTBeAeHNA bonbluoro nanbua / Limitation of adduction and abduction of the thumb

June 2023

Oespanb 2024r./
february 2024,

the interdigital spaces

* ATpodua mbiLuLy 1-ro MexnanbLieBoro npoMesxyTka npaoii Kuctu / Atrophy of the muscles of the first interdigital space of the right hand

« [UnoTpodUA MbILLL, NPaBOro Npeanneybs, MblLLL TeHapa, runoTeHapa / Hypotrophy of the muscles of the right forearm, thenar and hypothenar muscles

« HapactaHue cnaboctin B npaBoii pyke / Increasing weakness in the right arm

« [locTypanbHblii MenKopa3MalLNCTbIit TpeMop KucTedt pyk ¢ 2 ctopoH / Postural fine-scale tremor of the hands on both sides

* HapactaHue cnabocTin MblLLL, NPaBoii KUCTY € BKMIOYEHUeM MeXnanbLieBblx NpOMeXyTkoB / Increasing weakness of the muscles of the right hand, including

INWSISYIVZYOM  of the right hand

Aprit 2024

« OrpaHuyetie crubanms HorTeBoil pananru 1 oTBeAeH!A 6onbLUOro NanbLa npasoi kuetu / Limitation of flexion of the nail phalanx and abduction of the thumb

* [MNoTpodUA MblLLIL, NPaBOil BEPXHEN KOHEUHOCTY C NPeMMYLLeCTBEHHBIM BOBNEYEHUEM AUCTaNIbHBIX OTAENOB 1 MOABNEHMEM Xano6 Ha cnabocTb B MbILLLiAX
NeBOIA KNCTW, HENOBKOCTb NPY BbIMOMHEHM TOUHBIX ABIKEHWI / Hypotrophy of the muscles of the right upper limb with predominant involvement of the distal
sections and the appearance of complaints of weakness in the muscles of the left hand, awkwardness when performing precise movements

Puc. 2. lunamura #aiob u 0CHOBHbIX KAUHUMECKUX CUMNIMOMOB

Fig. 2. Dynamics of complaints and main clinical symptoms

IIposedeno obcaedosanue, exarouasuiee KAUHUKO-HEBPO-
Aoeuyeckoe, IMeKmpopu3uosocudeckoe (CmumMyasSyUoHHas,
a makoice N0KAAbHAS U20AbYAMAS INeKMPOMUoepadus)
u Heilposusyaaruzayuonnoe uccaedosarue (MPT 20106060
U weu, YYHKUUOHANbHYIE NPOObL CO CCUOAHUEM UieU; KOMIbIO-
mepnas momoepagpus (KT) eepxueii koneunocmu,).

Inekmpomuoepaguueckoe uccaedoganue om UHHS
2023 e.: kopeuikosoe nopaicerue yposrs C8—T1 ¢ evipancen-
HbIM AKUEHMOM CRPABa, C1e6a — He3HAHUMeNbHble Nposee-
Hus. MPT IlIOII: npuznaku ghopmuposaruss namoao2u4ecko-
20 kughoza ¢ IIIOI1. Komnsromepras momoepagus eepxueil
KoHeunocmu: 6e3 namoaoeuu.

Ilocae nepsoeo obpawenus nayuenm npouwen Kypc Kom-
NAEKCHO2O KOHCEPBAMUBHO20 PeabUAUMAYUOHHO20 AeHeHUs
6 meuerue 4 Hed ¢ HeboAbUIOL NOA0NHCUMENbHOU OUHAMUKOL —
nos68uUA0Ch ceubanue Hoemegoll paraneu.

Junamura x#anob u OCHOBHbIX KAUHUYECKUX CUMNIMOMO8
npedcmaenena Ha puc. 2.

B danvuetimem uepes 8§ mec (ghespans 2024 2.) nosisunuce
crabocms u eunompoghusi @ npasoil Kucmu u npeonievve,
mpemop Kucmeii npu pazeubanuy u HanPANCEHUU GblMAHYMbIX
naavyes.

Ilpu noemoprom oocredosanuu: KT IIIOII: ymeperuo
8bIPAJCEHHAS OUCNAA3US BePXHEUETIHO20 0MOeAd NO360HOY -
HUKA, NPU3HAKO8 CMEH03a NO380HOUHO020 KAHAAA U MENCHO3-
60HOUHBIX omeepcmuil He gbiseaeno. MPT nosgonounuxa:
kugomuueckas mpancgopmayus C4—C7. Ilepednesadnuii
pazmep no3eoHouHoeo kanana — om 100 mm na yposne C5—C6.
Ilo3eonounvii kanan cyxcen na yposre C5—C6. Ommeua-
romcesi 8bINPAMAEHUE WEliH020 A0PO03a, HeBbIPANICEHHbII CKO-
AU03 8npago. Amaanmo-oenmanvras OUCMAHUUS 8 HOPMe
(0o 3 mm). Cmpykmypa, gopma u evicoma mesn NO360HKO8
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He usmenenbvl. 3amvikamenvHole NAACMUHKU U CYCMABHblE
N0GEePXHOCMU NO360HK08 POsHble U yemKue. Mexcno36onko-
8ble Omeepcmust U OUCKU HOPMAAbHOU CIPYKIYPbL U GbICOMbL.
Ilo360n04HbLI KaHan U AypanbHblil MEULOK He 0egpopmuposa-
Hol. Ommeuaemes: ACUMMEmMpPUHHAs Ampoghusi CRUHHO20 MO32a
Ha yposue C5—C6 (puc. 3) 0o 3 mm (Ha biuie- u HUMICEPACHO-
JNONUCEHHBIX YPOBHAX — 00 5—06 MM), ¢ NOKANbHBIM NOGbLUe-
Huem cuenana Ha yposne T2. Ha ocmanvom npomscenuu
CRUHHOU MO032, 8KAIOYAS KPAHUO0BEPMeOPANbHbLI nepexoo,
UMeem npaguabHoe PACHOA0JCeHUe, 0OHOPOOHYIO CPYKMYpY,
POBHbBIe KOHMYPbL, HOpManbhblil duamemp. Kopewku cnun-
HOMO3208bIX HEPBO8 UMEIOM MUNUYHDBLIL X00, HOPMAAbHblE
pasmepot u gpopmy. Tlpu maxcumanvHom ceubanuu omme4a-
emcs yseauuerue pazmepa 3a0He20 SNUCYPanbHO20 RPOCMPaH-
CMBa ¢ 6eHMPANbLHBIM CMeleHUeM 0YPANbHO20 MEUKA U KOM-
npeccueil CRUHHO20 M032d, 00Aee BbIPANCEHHOU HA YPOBHE
C5—C6 (puc. 4). B 3a0nem snudypairbHom npocmpancmee
PACHOA0ICEHO PACUUPEHHOE BEHO3HOe CHAemeHUe. 3aKaiove-
HUe: MazHUMHO-Pe30HAHCHAS KAPMUHA ceUubamenbHoll Mue-
Aonamuu Xupasma.

Pezyaomamot MPT nayuenma H. demoncmpupyrom u3-
MeHeHUe HOPMAAbHOU KPUBU3HbL WleliH020 0MOena No360H0Y -
HUKQ, YMeHbUeHUe NA0WA0U CONPUKOCHOBEHUS Mexcdy 3a0Heil
CMeHKOIL 0YPANbHO20 MEWKA U MEAOM COOMBENMCMBYIOUee0
noonexcaueeo nO360HKA, N0KAAU308AHHYIO AMPOPDUIO HUIC-
Hell yacmu wetino2o omoeaa CRUHHOZ20 M032d, ACUMMemput -
HOe YNAOUuleHUe CHUHHO20 MO32a U 2UNEePUHIMEHCUBHDLIL CUCHAN

HeKOMNPECCUOHHO20 2eHe3d 8 Geujecmee CNUHHO020 M032a
Ha T2-836ewennbix uzobpasicenusx. JauHulii cuenan, pacno-
JN0JCEHHbLI 8 NepeoHUx omoeaax CNUHHO20 M032d, umeem
HA aKCUANbHBIX CPe3ax XapakmepHblil 6Ud (CUMNMOM «21a3
3meu»), Kkomopblil eviseasemces 6 18—44 % cayuaes. Oonum
U3 00CMOoBepHbIX Kpumepues 045 ycmaHoeneHus duaznoza bX
CAYHCUM 8blABACHUE HA AKCUAAbHBIX CHUMKAX PA300UEHHO-
cmu 3a0Hell cmeHKu meepooil M0320680il 000404KU ¢ nodae-
Jcaueil 6epmeodpanbHOll NAACMUHOU HA NPOMSICeHUU bonee
1/3 om Oaunst nocaeoneii. Uamenenue xapakmepa 10p0o3a
8 pe3yabmame GbINPAMACHUS UAU KUGDO3UPOBAHUS WETHO20
omadena NO360HOUHUKA 56151emcs Hecneyu@uueckoll, Ho 4a-
cmoii Haxookoii y nayuenmog ¢ bX. Ilo muenuro psaoa aemo-
D08, uieliHblil 0moes N0360HOYHUKA Obleaem 8bINPAMAEHHbIM
UaU KU@o3uposaHHviM NpU NPUOAUICEHUU UAU nepecede-
HUU AUHUU, NPOBEedeHHOl om 3a0Hell N0GepXHOCMU mend
C3- k meay C6-noseonka, ¢ aunueil, coeOuHsaOwel 3a0Hue
nogepxrnocmu men C2- u C7-no360HK08, Komopule npu Hop-
MAAbHOU (PU3U0A02UHeCKOll KPUBU3HE WeilH020 omdena no-
360HOYHUKA (10p003e) pazoduerbl Mexcdy coooii. MPT 6 no-
N0JICeHUU aekcuu demoHcmpupyem cmeujenue Knepeou
maeepaoii M0320801i 000404KU, 8AeKYlee 3a cODOIL pacuiupeHue
anudypanvHo2o npocmpancmea. JlanHoe obcmosmenscmao
HA AKCUANbHBIX CHUMKAX MOJCHO HA0100amb 6 8ude eunep-
unmercugHoeo 6 peycumax T1u T2 cuenana é gpopme nony-
mecaya. Ilodo6Hoeo poda uccaedosanus nokasviearom, 4mo
yeeauyeHue 3a0He20 CyOapaxHoudarbHo20 NPOCMPAHCMEa

Puc. 3. Acummempuunas ampoghus chunHO20 M032a HA Ypo8He
C5—C6 (ykazana cmpeakoii)

Fig. 3. Asymmetric atrophy of the spinal cord at the C5—C6 level (arrow)

Puc. 4. Vseeauuenue pazmepa 3adueeo anudyparvHoeo npocmpancm-
64 C BeHMPAAbHBIM CMeleHUeM OyPaabHO20 MeKa U KoMnpeccuei
CNUHHO20 M032a (YKA3AHO CIMPeaKoil)

Fig. 4. Increased size of the posterior epidural space with ventral displacement
of the dural sac and compression of the spinal cord (arrow)
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Tabmuna 1. Knaccugurayus napywenuii noeceoneanoii akmusrnocmu npu 6oaesnu Xupaama no Tokumaru (1989)
Table 1. Classification of daily activity disorders in Hirayama disease according to Tokumaru (1989)

Severity grade

Characteristic

Cuta B mopaxkeHHOI pyke Ha 50 % u Gojiee COOTBETCTBYET CHJIe MHTAKTHOM PYKH MJIM MMEETCs aTpodust
I MBIIIIL] PYK JIETKOW CTENEHU, YTO NMTPAKTUYECKHU HE BIUSET HA TIOBCETHEBHYIO aKTUBHOCTD
Strength in the affected arm is 50 % or more equivalent to that of the intact arm, or there is mild atrophy of the arm muscles
that has little or no impact on daily activities

Cuia B mopaxkeHHo# pyke gocturaeT 30—50 % cuiibl MHTaKTHOW PYKH WA UMEETCsl yMepeHHas aTpodust
I MBIIIIL PYK, YTO OKa3bIBA€T YMEPEHHOC BIIMAHME HAa ITIOBCCIHEBHYIO NCATCIbHOCTD
Strength in the affected arm reaches 30—50 % of the strength of the intact arm, or there is moderate atrophy of the arm
muscles, which has a moderate impact on daily activities

Cuia B IOpaXkeHHOM pyKe cocTaBiisieT MeHee 30 % CHiibl MHTAaKTHOM PYKH WJIA TIPUCYTCTBYET aTpoduist

111

MBIIIIL PYK TSIKEJIOU CTeNEHU, YTO 3HAYUTEIbHO YXyauacT HaBbIKH CaMOO6CJ’Iy)KI/IBaHI/I$[

Strength in the affected arm is less than 30 % of the strength of the intact arm, or there is severe atrophy of the arm muscles,
which significantly impairs self-care skills

couemaemcsi c KOMNpeCcCUOHHbIM YNAOUWCHUEM CNUHHO20 MO3-
2a u Haauuuem eunepunmencugHozo 6 T2-pexcume cuenanra
8 nepedHux ezo omadenax.

Dbuoxumuueckuil ananus kpoeu: kpeamurut — 98, 13 ma/mun
(Hopma <90 ma/mun), 6usupyoun obwuii — 26,1 (nopma
5—21), 6uaupyoun nenpamoii 22,4 (nopma 0—17), aakmam-
deeudpoeenasa — 156,5 (nopma 110—248), kpeamunkunaza —
757,7 (nopma 1—195), xcenezo neekoomujennsiemoe — 40,8
(Hopma 9—21,5).

AHaau3 Kpou Ha aHmMUMena K 2aH2AU03U0aM: NOA0NHCU -
menvHbiit mump 1gG k eaneauozudam GQ 1b.

IIpu nposedenuu MPT 201061020 MO32a, MAeKUX mMKaHell
20/1eHell ¢ 0beux cmMopoH namoaoeUuyU He OMme4eHo.

IIpu ocmompe u 6 Hesposoeuueckom cmamyce: HpoKcu-
Manvhble U OUCMANbHbIE MblUYbI HUNCHUX KOHEYHOCmell
o0e3 ocobennocmeil. OueHKa Mbluie4HOU cunbl paseubamenell
CMON 6 NO3UYUL Aedca HA CRUHE, 8 HEeUMPANbHOI NO3ULUL
weu — 5 6annos. Ilpu mecme c ghrexcueti weu (nookaadviea-
Hue 8anuKa noo weliHblil omaoen ¢ 00CMudIceHUeM MaKcUManb-
Holl aekcuu 6 wieliHom omoene, He bi3blearouell OUCKOM-
POpMHBIX OUWyUleHULl) makKdice He OMmMeaemcs: CHUMNCeHUue
MbIULEHHOT CUNbL 8 PA3UOAMENsIX NAAbYE8 CION.

Cyxoorcunvrule peghrercol: ¢ 6epXHUX KOHEHHOCMell: Kap-
nopaoduanvhule, pegaeKcol ¢ Cyxoxcuauil buyenca u mpuyen-
ca cpeoweil JHcu80CMuU, PAGHOMEPHbIE; C HUICHUX KOHEYHO-
cmeil: KOAeHHble peghaexcbl NOBbIULEHbl, PABHOMEDHbBIE;
axunn08sl pegpaexcol dcusvie, pasHomeprvie. Cumnmom ba-
OUHCK020 noaodcumenvhblil ¢ 2 cmopor. OmdensvHble gpacyu-
KYAAyulU 8 Mbluyax npednaevuil u Kucmei npagoil eepxteil
KOHeuHocmu, 601ee 8bipadiceHbl Cnpasa (MeJCcKOCHHble Mblil-
Ybl, 0COOEHHO nepeas 00pCanbHASL MENCKOCMHAS, MblUlbl
meHapa, 4epeeodpasHsie MuliiYybl, 21y00KUe ceubamenu naib-
yee, ONUHHDBLLL ceubamens 60abul020 nasvya). Yyecmeumens-
HbIX HAPYUEHUTI He 8bls8EHO.

Koopounamopnas cgpepa: nasvyenocogyro, namouHo-
KO/eHHYI0 npo0y 8biN0AHsem Y008AemME0PUmMenbHo, ¢ 2 cmo-

poH. B noze Pombepea u ycroxucuennoii noze Pombepea yc-
mouuue.

JlokanvHble MblueUHO-MOHUYECKUE HAPYWEHUs He 8bl-
seaensl. [loxodka ne napywena. Tazoevie pynKyuu KoHm-
DpoAUpyem npou3804bHO.

Hapywenue noscednesroii akmusrnocmu, Kak u epagu-
Yeckas Komnemenmuocms, docmueaem I cmenenu msycecmu
no Tokumaru (1989) (maéa. 1).

Jlannvte kamamnesa uepe3 10 mec. Ompuyamenvroil
OUHAMUKU 8 Hespoaocuveckom cmamyce He gviseneHo. Co-
XPAHAIOMCA A6AeHUs. NepUudeputecKo20 acummempuHo2o
eepxneeo napanapesa, D >S, ¢ npeobaadanuem 8 OUucmanbHbix
omdenax, seneHus moviuieuHoi amuompoguu, D >S, paznuya
8 okpyscHocmsax molwy: naevu 1,0 cm, npednaeuvs 2,0—
2,5 cm, cuna motuy npexcuss. Ipaguueckux Hapyuienuil no-
yepka Hem. CUMRIMOM «PACUeNIeHHOl PYKU» Ompuyament-
Hblll. B HUMCHUX KOHEUYHOCMAX MblULeUHbII MOHYC
Yyoosaemeopumenvhulii. B unamuke ymeHouwuAuch nposigne-
HUSL cUHOpOMa 8ecemamueHoll OUCYHKYUU, 8 HACmOosujee
8peMsl He 8bi3bl8AIOMCS NAMOoAOUYECKUe CIMONHbLe U KUCHme-
evle 3naku. [layuenm mpan3umopHo UCNOAb3Yem HouleHue
sopomnuka Illlanya (6 domawnHux ycaogusx 6o epems 3aus-
muii). JonoaHumensvHo npogoosmces uHOUBUAYaibHbie mpe-
HUPOBKU ¢ AKUeHmoM Ha Heboabluue CUno8ble HAPY3KU
Ha MblUlYbl BePXHE20 NAeHe8020 Noscd.

Pezyabmamot 3aexkmpomuozpaguueckozo uccaedo-
sanua. CmumyasyuoHHas snekmpomuoepagus onpedeaunra
CHUMICeHUe amnaumyodst M-omeema c muiuiybl, 0meodsuei
MU3UHeY, CNpasa npu CMUMYASYUYU MOMOPHBIX 8010KOH Npa-
8020 10KMe020 Hepsa 00 3,5 MB npu cmumyasyuu 6 obaacmu
3ansacmos u 00 2,6 MB npu cmumyasyuu 6 obracmu n0Kkme-
6020 ceuba npu OMHOCUMEAbHO COXPAHHOU gopme M-omee-
MO8 U HOPMAAbHBIX NOKA3AMENsIX OUCMANbHOL AAMeHYUul
0meemog u cKopocmei pacnpocmpanenus 8030yicoeHus
(50m/c). [lapamempol cMUMYASYUOHHO20 UCCACO0BAHUS MO-
MOPHBIX B0A0KOH NPAB0O2O CPEOUHHO20 HEPBA NO KPUMmepusm
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Puc. 5. F-6oana (npaswiii abductor pollicis brevis, medianus, C8 T1)
Fig. 5. F-wave (right abductor pollicis brevis, medianus, C8 T1)

cKkopocmu pacnpocmpanenus 8030yxucoenus u M-omeema
coomeemcmeosanu Hopme. Odnaxo mecm F-eoanvt npu cmu-
MYASAYUU IMO20 HEPBA NOKA3AA YEeAuYeHUe XPOHOOUCHePCUl
AameHmuuvix nepuodos F-eoanvt do 33,3 mc (npu Hopme
do 10 mc), a makaice yseauuenue doau ebinadarouyux (3ao10-
KupogaHHwix) 6oaH 9o 27,5 % (nopma do 20 %), umo ceude-
MeAbCme08an0 0 HapyuleHUU npogodsiuei PyHKyuu omaoenb-
HbIX MOMOPHBIX BOAOKOH 8 CIPYKMYype CPeOUHH020 Hepea
(puc. 5). Kpome moeo, 8bis61eH0 nogvluleHue 001U «eUaHm-
ckux» F-eoan (>1000 mkB), umo seasemcsa ompasiceHuem
8bICOKOI AHMUOPOMHOU 8030YOUMOCMU CRUHANABHBIX MOMO-
HelipOHO8 Ha YPOo8He uleliHo2o ymoaujeHus (cm. puc. 5).

Jlokanvnas ueoavuamas snexkmpomuoepagpus npu peau-
CMpayuu ¢ Mollbl, NPUEOOsUEl DOALULON NAACY, U MbLULLbL,
omeoodsuel Musuhey, cnpasa He 0OHapPYICUAA CHOHMAHHBIX
6u006 akmusnocmu. AHaAU3 MOPPOPYHKUUOHANLHOI Opea-
HU3QUUU 08U2aAMeAbHbIX eOUHUY, NPU Pe2UCMPAUUU C MbLULLbL
A0KMes0eo ceubamens 3ansichmovs NPOOEMOHCIMPUPOBAN Heli-
DOCCHHbLIL NAMMePH Peopeanu3ayuu 08UsamenbHblX eOuHuly
8 8uUde Ux YKpynHeHus 6CAe0Cmaue 3a8epuUUIeCs KOMNEH-
camopHoii peunHepsayuu (1V cmadus oenepsayuonHo-peun-
HepeayuoHHo20 npoyecca no kaaccuguxauuu b.M. Texm)
npU HOPMAABHBIX NOKA3AMENSX CpedHell aMNAUMYObl NOMEH -
UUAN08 08UAMENbHbIX eOUHUY, U OMCYMCMBUU NOAUGAZULU.
Buo nomenyuanos deueamenvubix eOuUHUY, U UX XApaKmepu-
cmuku npedcmasgaetvl Ha puc. 6. Omcymcmeue CHOHMAHHbIX
81006 AKMUBHOCMU U MUNOAOUSL NOMEHUUAN08 08ULAMEeNb-
HbIX eOUHUY, C8UOeMenbCcmeosanu 06 omcymcmeuu Ha Mo-
MEHM UCCAe008AHUsL AKMUBHOCMU OEHEPBALUOHHO20 NPOUEC-
ca (cm. puc. 6).

3a nepuod nabaodenus nayuenm H. cman cmydenmom
1-20 kypca Mockoeéckoeo eocydapcmeenHo2o yHugepcumema.
Ilepewen na numanue 6 pamkax 300p0602o 00pPaA3a HCU3HU,
macca meaa CHU3UAACh Ha 7 Ke.

Smc/5ms 2mB/2mV

- 100 KB / 700 4V

C yuemom KAUHU4ECKOU KapmuHbl U OMCYMCMEUs npo-
epeccuposarus 3a001e6aHUs NayueHmy 0biao peKomMeH008a-
HO u3bezamv AKMUBHOCMU, C8A3AHHOI C YPe3MePHbIM CeUOa-
Huem IIOII.

Knunnyeckuit cnydait mauuenta M. neMoHcTpupyet
paHHee Havajio — ¢ 16 JieT, B BUJe OMHOCTOPOHHETO Iopa-
JKeHUST JUCTAJIbHBIX OTAEIOB MPaBoOil BepXHeil KOHEYHO-
CTHU, Aajiee — ObICTPOE MOSIBJIEHUE U HapacTaHUe c1a00CTU
B IMCTaJIbHBIX OTAEaX BEPXHUX KOHEUHOCTEH, MOSIBJIEHUE
TpeMopa o0enx K1CTeil, coueTaHe CUMIITOMOB nepude-
pUUECKOro nape3a u MupaMMIHON HeTOCTaTOYHOCTU B BU-
JIe KUCTEBBIX M CTOITHBIX MAaTOJOTMYECKUX pe(IeKCOB,
CYXOXUJIbHOU rumneppediaekcuu, 4YTo pacluupsieT Kpyr
JIMarHO30B, ¢ KOTOPBIMU HEOOXOAMMO MPOBOAUTH IUDde-
peHLIMANbHYIO AMaTHOCTUKY MPU JajbHelIeM HabJoae-
Huu. B meauaTpuueckoi mpakTukKe MogoOHbIe COCTOSTHUS
SIBJISIIOTCSI IOBOJIbHO PEAKUMMU, TIO3TOMY TpeCTaBIeHUE
JIAHHOTO KJIMHUYECKOTO CJIy4yasl MO3BOJISIET pacllupUTh
OCBEAOMJIEHHOCTb KJIMHULMUCTOB 0 BX misg yaydineHus
JMAarHOCTUYECKOTO IMpoliecca.

B uenom kiimHu4eckast KapTuHa y ranyeHTa Y. yoos-
JIETBOPSsLIa KIIMHUYECKUM KpuTepusiMm bX:

1) acuMMeTpUYHOE BOBJIeUeHUE AUCTAJbHBIX OTAEIOB
BepxHell KOHEYHOCTU — CHWXKEHUE CWJIbI U aTpodust
MBIIIILI, a TAaKXKe HaTMIYe (hacLiMKY/ISIUI B MBIIIIIAX PYK;

2) mosiBJieHME TMEPBBIX CUMITOMOB 3a00JeBaHUS 10
25 et — B 16 J€T;

3) xapakTepHOe HayaJlo ¢ MOCTENEHHBIM ITPOrPeCcCUpo-
BaHMEM CHMIITOMOB B TeUeHME HECKOIBKUX JIET 3200~
JIeBaHUS;

4) TpeMOp B IMOPaXKEHHOI BepXHEel KOHEYHOCTU, KOTOPbI
yallle BO3HUKAET IpU pa3ribaHuU MajiblieB KUCTH;

5) BpeMeHHOEe YyCUJIEHUE MBIIIIEYHOM ¢J1ab0CTU B XOJIO/1-
HBbIN CE30H;
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Puc. 6. [Tomenyuans: dsueamenvhovix edunuy (npasuiii flexor carpi ulnaris, ulnaris, C7C8 T1)

Fig. 6. Motor unit potentials (right flexor carpi ulnaris, ulnaris, C7C8 T1)

6) OTCYTCTBME 3HAYMMBIX YYBCTBUTEIbHBIX HApPYIICHUIA
1 U3MEHEHMSI IPOIIPHUOPetICKCOB, a TAKXKE CUMIITO-
MOB TIOpakeHUsI HUXKHUX KOHEUYHOCTEI;

7) UCKITIOYEHUE IPYTHX 3a00IeBaHUI C TOXOXKEN KIMHU-
YECKOM KapTUHOM: CHPUHTOMUEINHI, HOBOOOPa30Ba-
HMIi CIMHHOTO MO3ra, aHOMaJIMiA IIIEHOTO OT/Iesa Io-
3BOHOYHMKA, TPaBM, MH(GEKIIMOHHOTO ITOPaXKEeHMSI.
CiieryeT OTMETUTD, YTO YCTAHOBJICHUE IUArHO3a CTa-

JIO BO3BMOXKHBIM JIMIIIL CITYCTS 8 MeC OT HayaJla Iporpec-
crpoBaHus 60j1e3HM. [ToydeHHbIe JaHHBIE KOMITICKCHO-
ro 00CJIeIOBaHMS HACTOPAKMBAJIU B 2 aCMEeKTaX: HaJIu4Ke
CTOITHBIX ITATOJIOTMYECKUX PE(IIEKCOB ITPY CUMMETPUYHOM
CYXOXWIBHOM rUumeppe®IeKCUM U MOJIO0XKUTEIbHBIN TECT

Ha MIMMYHOTIJIOOYJIMHBI K TAHIJIMO3UIaM, YTO TpeOyeT BHU-
MaHMs, HaOIOACHUS ¥ OLIEHKU. Beayimm KIMHUIeCKUM
CHHIPOMOM SIBJISIETCSI BEPXHUI BSUTBIM aCUMMETPUYHBIIA
Traparapes Ipy OTCYTCTBUM YyBCTBUTEIbHBIX 1 BETeTaTUB-
HBIX HapylleHui. PazBuTrie naHHOTO CMHAPOMAa MOXET
OBITh CJIEACTBUEM MOPAXKEHUS KaK IeprudepuIeCcKuX IBU -
raTeJbHbIX HEPBOB, ITEPEIHUX CITMHHOMO3TOBBIX KOPEIII-
KOB, TaK U HXKHUX MOTOHEHPOHOB IICITHOTO YTOJIIICHUS
crMHHOTO Mo3ra. LlepBuKanbHast MUEJIOIAaTHSI MOXKET ObITh
CBsi3aHa C BOCIAJUTEIbHBIMU MPOLIECCAMU, TPaBMaMMu,
COCYIMCTBHIMU aHOMAJIMSIMU WJIU OITyXOJISIMU, YTO OIIpe-
JelisieT 00beM obciienoBaHus. B mepBylo ouepenb aud-
depeHUManbHbIN auarHo3 nposoauics ¢ BAC, tak kak
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Tabmua 2. Kiunuueckue kpumepuu mMyabmugoKanbHoil MomopHoi Heeponamuu (coeaacho kpumepusm EFNS/PNS, 2010)
Table 2. Clinical criteria for multifocal motor neuropathy (according to the EFNS/PNS criteria, 2010)

Clinical signs

Diagnostic criteria

1. MemieHHO MPOrpecCUpyIoIyie aCUMMETPUYHbBIE BSJIbIC Mape3bl (MBIIICUYHAsT CIa00CTh pacipo-
CTPAHSETCS UCKIIFOYUTEIIBHO B 30HAX MHHEPBALIMY MOPAXKEHHBIX JIBUTATEIbHBIX HEPBOB, HE MEHEE
2, MaHHas CUMIITOMATHKa IOJDKHA pa3BUBATHCS B TedeHUe Goee 1 Mec, 00bIaHO Gosiee 6 Mec).

2. OTCyTCTBUE HapYIICHWI YYBCTBUTEILHOCTH (32 MCKIIIOUCHUEM HE3HAYMTETBHOTO CHIDKEHUST
BUOPALIMOHHOM YyBCTBUTEILHOCTH B HOTAX)

1. Slowly progressing asymmetric flaccid paresis (muscle weakness extends exclusively to the innervation zones
of the affected motor nerves, at least two; these symptoms must develop over more than 1 month, usually more

OO6uraTHbIe KpUTEPUU
Obligatory criteria

than 6 months).

2. No sensory disturbances (except for a slight decrease in vibration sensitivity in the legs)

1. [IpenmyiiiecTBEHHOE BOBJIeUeHME BepXHUX KOHeUHOCTel (B 10 % ciaydaeB — BOBI€UCHUE HIXK~

HMX KOHEUHOCTE).

Tlomaep:krBarome KpUTeprunu
Supporting criteria

. No cranial nerve damage.

. Byb6apHbIil CHHAPOM.

Kpurepuu nckinodeHus
Exclusion criteria

. Bulbar syndrome.

. Sensory disturbances.

BN = NN -

. Positive effect of immune therapy

. UyBCcTBUTEIbHBIE HAPYIIIEHUS.
. InddysHass cumMmMeTpruaHas c1aboCcTh BO BCEX KOHEYHOCTSX
. Signs of upper motor neuron damage.

. CHUXeHMe /OTCYTCTBHE TITYOOKMX CYXOXMITBHBIX peIIEKCOB.

o KpaMrm n (baC].lI/IKyJ'IiH.II/II/I B MbIIIIIAaX, BOBJICYEHHBIX B TIaTOJIOTUYECKUIA IIporuecc.
OTCyTCTBUE TIOPAKEHUS YEPEITHBIX HEPBOB.

[MonoxuTenbHblit 3¢(HEKT OT UMMYHHOM Teparnuu

Predominant involvement of the upper extremities (lower extremities are involved in 10 % of cases).
. Decreased/absent deep tendon reflexes.

. Cramps and fasciculations in the muscles involved in the pathological process.

o HpI/I3HaKI/I IIOpaXXCHUA BEPXHETO MOTOHCﬁpOHa.

. Diffuse symmetrical weakness in all limbs

CHHIIPOM BEPXHETO BSIJIOTO MOHO-/TIapanape3a sIBJISIeTCs
BEIYIIUM KJIMHUYECKMM MPOSIBJICHUEM Y IMallMCHTOB
¢ meitHo-rpyaHo# ¢popmoii BAC.

Bricokas yactora ommboyHoro auartHosa bAC Ha-
OJtomaeTcs Mpu Takux 3abosieBaHusgx, Kak bX, MMH
u LICA [2, 11, 39]. B otnuune ot BAC, naHHbIe 3a00/1eBa-
HUS B OOJIBIIMHCTBE CIIy4aeB SIBIISIIOTCS KypaOeIbHbIMU,
YTO OIpPEeIIsIeT aKTYaIbHOCTh IIPaBWJIBHOM TUATHOCTUKK
Ha caMbIX paHHUX 3Tarax. B THIIMYHBIX cIydasix y maru-
eHroB ¢ BAC no Mepe pa3BUTHUS NATOJOTUYECKOTO MPO-
1ecca (PopMUPYIOTCS CMEIIAHHBIN CIACTUKO-aTpoduye-
CKMi1 TTape3, HapylIeHWE IbIXaTebHBIX U OyJIbOapHBIX
¢yHkuuit [1], Takke HabmomalTcs (PacLUKyISIUN.
IIpu BAC otcyTcTBYeT (piiekcopHasi Muenonarus. JlaHHyo
KJIMHUYECKYIO KapTUHY B KJIACCMYECKUX CITyYasiX, KaK Ipa-
BWJIO, HAOIIOAAIOT Ha 00Jiee MO3MHUX ATAIlax pa3BUTHUS
3a00JIeBaHMsI, KOT/Ia B IAaTOJIOTUYECKUIA TTPOLIECC BOBJIE-
YeHBI KaK BEpPXHUE MOTOHEHPOHBI, TaK U HYKHUE. Otmpe-
NIeJISHHbIE TPYAHOCTU TUbbepeHIIMaTbHOIK TMarHOCTUKH
BO3HUKAIOT, KOTIIa CHHIPOM BEPXHETO BSIOI'O MOHO- /TIa-
pariapesa BBICTYITaeT eAMHCTBEHHBIM KJIMHUYECKUM TIPO-
SIBICHUEM BBUY ITOPaXXeHMSI HUXXHUX MOTOHEHPOHOB

TOJIbKO Ha 1IEPBUKAJIBHOM YPOBHE 0€3 KIMHUYECKUX TTPH-
3HAKOB IOPaXXeHMST BEPXHUX MOTOHEIPOHOB.

YuuteiBas cOBpeMeHHbIE TEHACHILIMU, IIPU KOTOPBIX
IIJIS YCTAHOBJIEHUSI IarHo3a «Bo3MOXHbI BAC» Hanmuuue
MPU3HAKOB MOPaXeHUsI BEPXHETO MOTOHEMpOHa He SIB-
JIsieTcsl 00513aTeJIbHBIM KpUTEpreM, a IPUHUMAETCS BO
BHUMaHME TOJBKO MPOrpecCUpoOBaHUe MaTOJI0TUYECKOTO
npoliecca, a MUMEHHO paclpocTpaHeHHe ITPU3HAKOB Iopa-
JKEHUSI HUXKHEro MOTOHelpoHa 0oJjiee yeM Ha 2 YPOBHSIX
LiepeOpabHOM OCH MPU IMHAMUYECKOM HaOoaeHuu [25],
YyacToTa OIIMOOYHBIX 1MarHo30B B 1oib3y bAC HapacTaeT.
BricokocnenninpruyHbIM HEHPODU3UOJTOrHIECKUM MTPU-
3HAKOM Y MallMeHTOB C IieiHO-rpyaHoi dhopmoit BAC
SIBJIIETCS MpeodianaHue MopakeHUsl CpeIUHHOTO HepBa
110 CPAaBHEHMUIO C JIOKTEBBIM, IPOTUBOIIOIOXHAS 3aKOHO-
MEpPHOCTb OTMevaeTcs y maiueHToB ¢ bX, rae npeumyiie-
CTBEHHO IMOpaXkaeTcsl JIOKTEBOI HEPB IO CPaBHEHUIO C Cpe-
IuHHBIM. [Ipy omucaHuM rUNOTPOGUN MBI KUCTH
U Mpearieybs y nanrmeHToB ¢ bX HEo0X0AMMO OTMETUTh
0COOEHHOCTU MPEUMYILIECTBEHHOTO MOPaXKEeHUSI OTBOMISI-
e MblLbl MUu3uHLA (abductor digiti minimi) o cpaB-
HEHUIO ¢ KOPOTKOM MBIIILIEH, OTBOASIIE!H O0IbIION Maiel
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(abductor pollicis brevis), — TaKk Ha3bIBaeMblii OOpaTHBIN
CHHJIPOM paCIIEIIEHHOM PYKW, KOTOPBI ONpaBIbIBacT
CBOE Ha3BaHUE BBUJIY MOJTHOM MPOTUBOIOIOKHOCTH «CUH-
JIpOMY pacllerieHHON pyKu» y naueHToB ¢ BAC.

OnucaHye TaHHOTO CMHAPOMA ObLIO MPEACTaBIECHO
B uccaenoBanuu R.J. Singh u coaBT. ABTOpBI OTMEYAIOT,
YTO NAHHBIN CUHIPOM CUMTAETCSI OOJIMTaTHBIM y BCEX ITa-
LIMEeHTOB ¢ bX 1 HaXoAUT CBOE MOATBEPXKACHUE TTPH 3JIeK-
TpoHelpoMuorpaduyeckom ucciaenoBaHuu [29]. 9to,
B CBOIO OYepelb, JAeT MOIMOJTHUTEIbHbIE BO3MOXHOCTH
Mpu MpoBeAeHUU IUddepeHINaATbHON AMarHOCTUKY
¢ meitHo-rpynHoit opmoit BAC, Tak Kak UMEHHO 3Ta
¢opma BAC Ha HauaJIbHOM 3Tare pa3BUTHUs 3a00IeBaHUs
kimHm4ecku cxonHa ¢ bX. CyiecTByeT psii 3a00J1eBaHuIA,
umutupyoimx bAC, y KOTOpbIX €eTMHCTBEHHBIM KJIMHU-
YECKUM IIPOSIBJICHUEM ObIBACT CHAPOM BEPXHETO BSIOTO
MOHO-/Tapariapesa. B peaqbHOIM KIMHUYECKOM ITPAKTUKE
CYIIECTBYET 3HAYUTEIbHBIN TTOIMMOPMU3M TTPOSIBJICHUI
MOPaKeHUsI BEPXHETO 1 HIDKHETO MOTOHEIPOHA Y pa3HBIX
OOJIBHBIX, BKJIIOYAs penkue hopMbl ¢ U30JIMPOBAHHBIM
MOPaXEHMEM TOJIbKO HUKHETO UJIU TOJIBKO BEPXHETO MO-
TOHEHpOHa.

Boigensitor ¢hopMbl 601€3HU ABUTaTEIbHOTO HElpoHa
C U30JIMPOBAHHBIM ITOPaXKEHNUEM BEPXHETO MOTOHEMPOHa,
a IMEHHO NIepBUYHBII GOKOBOI1 CKJIEPO3 M €r0 KpaitHe pef-
Ky1o (popmy — cuHapoM Muiiica [15], xapakTepusyronmii-
Cs1 IPOTPECCUPYIOIIUMU CITACTUYECKUMM TTape3aMU U TICeB-
J0OYIbOApHBIM CUHAPOMOM, KOTOpPBIE MOTYT HapacTaTh
B TeueHHUeE 4 JIeT, B JaIbHEMIIIeM B KIMHUYECKOI KapTUHE
MOTYT HaOJII0IaThCsl HapyILIEHMsI Ta30BbIX (DYHKIIMIA, YTO,
B CBOIO 04epelb, TOBOPUT O 6oJjiee OOILMPHOM BOBJICYEHUU
MUpaMUIHBIX TPaKTOB. B nebroTe 3a001eBaHusI MpOrpeccu-
pytoiast meieyHas atpodpus (ITMA) xapakrepusyercs
pPa3BUTHEM aCUMMETPUYHOTO BSUIOrO aTpo(hUIecKOoro rma-
pe3a 1 6oJjiee OBICTPHIM IPOrPECCUPOBAHMEM CUMIITOMA-
THKU, YTO OTJINYAET €€ OT CIIMHAJIBbHOI aMUOTPOGUH.

IMpumepHO 5 % Bcex ciyyaeB 00JIe3HU ABUTATEILHO-
ro HevipoHa npuxoautcs Ha [TMA. IIporHo3s npu [IMA
CUMTACTCS MPAKTUYECKU TaKUM K€ HeOJarompUsiTHBIM,
kak nmpu BAC [34]. [To mepe niporpeccupoBaHus 3a00Je-
BaHUs1 npuMepHo y 50 % nauvenToB ¢ [IMA B naronoru-
YECKUIi TPOIIECC BOBJICKAIOTCS BEPXHUE MOTOHEUPOHBI.
B. Brownell 1 coaBT. 1oKa3ajay 3TO C MOMOIIIbIO ayTONICUU
o0osbHBIX ¢ [IMA, P.G. Ince u coaBT. — ¢ IIOMOILIIBIO HEli-
POOU3MOIOTNIECKUX U HEMPOBU3YAIN3ALMOHHBIX METO-
IoB [6].

BoigensitoT Takke ele 0osee peakue (hopMbl 00Je3HU
JIBUTATEIbHOTO HEMpOHA, a UMEHHO CUHIPOM «CBUCAOILINX
pyk» (CCP) (flail arm syndrome) [37] u cuHIpOM «CBUCa-
foumx Hor». CCP BriepBbIe ObUT onvicad Vulpian B 1886 1;
B 1999 1. J.S. Katz 1 coaBT. Tak:xe onyvcaiu JaHHbINA CUH-
JIPOM KaK «IJICYEBYIO aMUOTPOUUECKYIO TUTLIETUIO» [23].
B nutepatype BcTpeyaroTcsd M Ipyrue onpeaeaeHus 1aH-
HOTO BapvaHTa 00JIC3HU: CUHIPOM «pa300JITaHHBIX PYK»,

3

CHHAPOM <«JeJIOBeKa B 00UKe» U TIiedesionaroyHas gpop-
ma BAC [14]. CCP xapakrepu3syeTcsl Iporpeccupyroieit
MBIIIEYHOM CJ1a00CThIO U aTpodhrei MPEeUMYIIEeCTBEHHO
MMPOKCUMAJIbHBIX OTIEIOB PYK M OTCYTCTBUEM IaHHOM
cuMmnToMatuku B Horax. ¥ 1/4 maunento ¢ CCP orme-
YyaeTcsl CHMMETPUYHOE pacipe/ieieHue MBIIICUHOM clia-
06ocTu U rurnotpoduit, ogHaKO B Hauyajue 3a0ojieBaHUS
CHMITTOMBI IPAKTHYECKH BO BCEX CITyJasiX SIBJISIFOTCST aCUM--
MmeTpnuHbIMU. [IpumeprHo y 5—11 % maumentoB ¢ BAC
ONnuChIBaeTCs 3Ta peakasi popma 60s1e3HU, TAKUM 00pa3oM,
B oteuecTBeHHOI1 TuTepatype CCP omnvicaH B pamMKax IeifHo-
rpyaHoi dopMbl BAC ¢ mpeuMyliiecTBeHHbIM MOpaXKeHU-
€M IIPOKCUMAJIbHBIX OTIEJIOB PYK; TAKXKE CTOUT OTMETUTh
HaJIMYMe MUHUMAaJbHON BBIPaXKEHHOCTH IMPaMUIHOMN
cumnromaTuku [3]. CCP npenmMyliecTBeHHO Ha0101aeT-
cs 'y MyxuuH (okojio 4—9:1) [37]. OnpeneneHHbIe TPYa-
HOCTU B nuddepeHIIMaNIbHOM AMAarHOCTUKE BO3HUKAIOT,
koraa B nebtore CCP npenmylecTBEHHO MOpaxKaloTcs
JIMCTaJIbHBIC OTIEIIbI (UTO BCTpeyaeTcst mpuMepHo 'y 40 % mia-
LIMEHTOB), B CBSI3U C YeM HEPEIKO YCTaHABIMBAIOTCS OILIM-
0OYHBIC TMarHo3bl. [10 JaHHBIM psiia aBTOPOB, HA KX OO
npuxomutcs 54,8 %, py 3TOM OIIMOOYHO AMATHOCTUPYIOT
MMH (26,0 %), cunnpom KapniajibHoro KaHana (17,0 %),
CITMHATBHYIO MBIIIEYHYIO aTpodwio (17,0 %) v rpbIKy IH-
cka Ha 1eitHom ypoBHe (17,0 %) [18]. ITpumepHo yepe3
20 mec oT Ae0r0Ta CHMITTOMOB Ha0JTIOIAeTCsl TeHepaTu3alyst
aTOJIOTMYECKOTO IIPOLIecca — MOSIBIISIOTCS PU3HAKY 110~
paxkeHUsI BEpXHEr0 MOTOHEIPOHa, a TaKXKe HUKHETo —
Ha TOSICHUYHO-KPECTLIOBOM U OyJb0apHOM YpOBHSIX [7].
CpenHsist MPOIO/DKUTEIPHOCTh XXU3HU Y TTALIMEHTOB C JIe-
61otom 6onesnu B Buae CCP cocraBisier oKojo 66 mec,
YTO CYUTAETCs OoJiee OJArONPUSITHBIM IO CPaBHEHUIO
¢ xkinaccnyeckumu popmamu BAC (21—31 mec) [38].
CrenyroluM 3a00JieBaHUEM B cricKe AuddepeHLu -
ajibHOro auarHo3a o6si1a MMH, Tak Kak B mpeacTaBieH-
HOM KJIMHUYECKOM CJIydae MMeJI MECTO ITOJIOKUTEIbHBIN
TECT Ha UMMYHOIJIOOYIMHBI K TaHIJIMO3uaaM. MeTo CTH-
MYJISILIUOHHOM 3JIEKTPOMUOTrpauy He BBIIBUI OTJIUYM -
TeJlbHOTrO TTpu3Haka MMH — 610ka nmpoBeaeHUs BO30Y-
XKIeHWS B HETUMHUYHBIX MeECTaX g KOMIIPECCUM
MPU MCCeAOBAaHUM ABUTaTeIbHBIX HepBoB. MMH — pen-
Kast popMa HEBpOIaTUU CO CBOCOOPA3HOM KIMHUYECKOM
KapTUHOI: ¢J1ab0CTh ¥ TUIIOTPOMUHU TUCTAIBHBIX TPYIIIT
MBI PyK MO TUMY MHOXECTBEHHO! MOHOHEBPOIATUH
NP OTCYTCTBUM TYHHEIBLHOTO cMHIpoMa [24]. Knunuue-
ckue nposieiieHuss MMH (ta61. 2) HamoMUHAIOT KapTUHY
BAC. B otnune or BAC, MMH umMmeeT noka3zaHHYIO ayTo-
nuMMyHHyIo nipupony. R. Kaji u coaBT. mokazanm ydactue
antuten K GM1-ranrmio3uaam B GOpMUPOBAHUM CTOMKUX
MMMYHHBIX KOMITJIEKCOB C MOCIEAYIoIIel uX (puKkcarmeit
B MMEJIMHOBOM 000JI04Ke TTeprepUIeCKIX HEPBOB, Hapy-
MIAIOIIMX WX LIEJOCTHOCTb U MPEMSTCTBYIOIINX PEMUEIN-
Huzauuu [21]. B ceiBopoTke KpoBu 601bHBIX MMH BbISIB-
JIsitoTces Bbicokue TUTphI IgM (aHTr-GM 1-raHrmmo3uaos),
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o0HapyxXeHHbIX A. Pestronk u coaBst. (1988), KoTopsiMu
OOJIBIIMHCTBO aBTOPOB OOBSICHSIOT JIOKAJIBHYIO M CTOMKYIO
JMeMUETMHU3AINI0 TIepudeprunIecKux HEpBOB, a UMEHHO
HaJIM4ue GJIOKOB MPOBEACHYS BO30YKIEHMUS B HETUITUYIHBIX
MecTax 1151 Komripeccud [9, 28]. Ilepcuctupyroniast JokaabHast
JIEeMUETMHU3aLs TIPUBOAUT K BTOPUYHBIM aKCOHAIBHBIM
HapyLIeHUSIM 1 HeHpOTpOGhUIECKIM PacCTPOCTBaM, KOTO-
Pble KITMHUYECKH IPOSIBIISIFOTCST (DOPMHUPOBAHKEM JIOKATBHBIX
aMUOTPO(MUii B MBIIIIIAX, THHEPBUPYEMBIX TTOPAKEHHBIMK
HepBamu. OIHAKO HeJIb3si OCTaBUTh Oe3 BHUMAHMS TOT (haKT,
YTO Ha HaJIM4Ke OJIOKOB IPOBEICHNS BO30YKICHMSI Y AL~
€HTOB ¢ TUIMMYHOI KIIMHWYeCKoM KapTuHoii MMH moxeT
BJIMSITh aKTUBHOCTD ATOJIOTMYECKOTO ITPOLIecca, a TakKe
Hajinuue OJI0KOB MPOBEACHUS BO30OYXKIACHUS B CIOXHBIX
WJIM HEJIOCTYITHBIX MECTaX JIOKAIM3AIUK TIPY IIPOBEICHUM
PYTUHHO 3/1eKTpoHeiipomuorpacuu [27].

B Hacrosiiee BpeMsI BbISIBJIEHHE MOBBIIIICHHOTO YPOB-
Hs aHTU-GM 1-ayToaHTUTE N SIBIIIETCS MTOAACPKUBAIOILIMM
JIMarHOCTUYECKUM KPUTEpHEM IPY JTaHHOM 3a00JIeBaHUH,
OKAa3bIBAIOIIMM ITOMOIIb ITPY YCTAHOBJICHUH OKOHYATEITb-
HOTO IMarHo3a B CJIOKHBIX cyvasx. OqHaKo TMarHOCTH -
yeckasi 3HaYMMOCTh Hajinuust aHTu-GM1-IgM nmpu MMH
Bapbupyet oT 30 1o 80 %, B CBS3U C YeM OTPUILIATEIbHBIC
pe3yIbTaThl UMMYHOJIOTMYECKOTO MCCIIEAOBaHMS TP Ha-
JIMYUM APYTUX KPUTEPUEB HEe MCKITIOYaloT nuarHo3 MMH.
Kpome Toro, CTOUT OTMETUTH CJTy4au TOBBIIICHUST TUTPA
antu-GM 1-ayroanturen (aHtu-GM1-IgM) y nalimeHTOB
¢ BAC u gpyrumu ayTOMMMYHHBIMU 3a00JI€BaHUSIMU T1€-
pudepuuecKoit HepBHOI ccTeMBI [4].

IlepBukanbHasa cnoHauIoreHHas amuorpodus. Llepsu-
KaJIbHasT MUEJIOTATHSI KITMHIYECKU HanboJIee 4aCTO MOXET
MPOSIBJISITECS CIIACTUYECKUM TETparape3oM ¢ YyBCTBH-
TEJbHBIMUA U BETETATMBHBIMM HApyILICHUSIMUA U B OOJIb-
IIMHCTBE CJIyYaeB pa3BUBAETCS Y JIIOACH B CPEIHEM M T10-
>KUJIOM BO3pacTe, CTPaJaioluX CIIOHIWIE30M IIEeIHOTO
otaeiia no3BoHoyHuka. P.H. Crandall u coaBt. mokazanu,
YTO TOJILKO IBUTATE/IbHBIC HApyILIEHUsI B pyKax (a *MEHHO
MBILIIEYHAsT CJ1a00CTh U aTpodust MBI PYK), 6e3 Ka-
KUX-JTM00 YYBCTBUTEILHBIX HapYIICHWI, BCTPEUAIOTCS
y 7 % nanueHToB. CleayeT OTMETUTb OTCYTCTBUE CTPOTOM
KOPPEJISILIUM MEXIY TSDKECThIO CIIOHIMJIOTEHHBIX U3Me-
HEHUI U KinHu4YeckuMu nposisieHusmu LICA [10].

JwnarHoctuyeckue kimHudyeckue kputepuu LICA:

1) ofHO- WJAM ABYCTOPOHHSSI MBbILIEYHAas claboCTh

U aTpodUst BEPXHUX KOHEUHOCTEI;

2) OTCYTCTBME YYBCTBUTEIbHBIX HAPYIICHUM B BEPXHUX

KOHEYHOCTSIX;

3) oTcyTCcTBUE HapylIeHUsl ABUTATEbHONW (YHKLIUU

B HIDKHUX KOHEYHOCTSIX ¥ HAPYIIEHUS TTOXOAKH;

4) mpu3HaKM HEe3HAYUTEJbHON Mppaauupyolieir 00gmu

WJIY €€ OTCYTCTBHE B BEPXHUX KOHEYHOCTSIX;

5) Haju4ye MOPakKeHUs MePeTHUX POTOB CITMHHOIO MO3-
ra v/WiM HEPBHBIX KOPEIIKOB B MEXITIO3BOHKOBBIX

OTBEPCTHSIX Ha OCEBBIX M CarUTTAJbHBIX Cpe3ax IMpHU

3

MPT unu KT mieiiHoro oTnesia mo3BOHOYHMKA — TU-
MePUHTEHCUBHBIE CUTHAIBI B pexkuMe T2 Ha ypoBHE
MepeIHUX POTOB CIIMHHOTO MO3Ta; OMHAKO JaHHBIN
KPUTEPUIiA HE SIBJIIETCS OOJUTaTHBIM.

B Muposoii nurepatype LICA Haubosee yacTo onu-
CBIBAIOT KaK 3a00JIeBaHIe, KIMHUYECKU CXOIHOE C IIeIHO-
rpyaHoit ¢popmoit BAC, ocobeHHO Ha HaYaJIbHOM 3Tare
pa3BUTHUS MATOJOTMYECKOTO IMpoliecca, Korna B aedrore
3a00JIeBaHUS TIPUCYTCTBYIOT MPU3HAKKM MOPAXKEHUS UC-
KJIIOYMTESILHO HIDKHETO MOTOHEMPOHA Ha IIeiHOM YPOBHE.
IToMHUMO KIIMHMYECKOM KapTUHBI, 00€ TaTOJIOTUH CXOIHBI
BO3pacTOM Jieb10Ta — B OOJIBIIMHCTBE CIIy4aeB 3a00JIeBalOT
JIMIIA CPEIHETO 1 MOXMIOro Bo3pacta. KpoMe atoro y He-
KoTophIX nauueHToB ¢ BAC Takke MOTYT ObITh IPU3HAKU
meiiHoro crioHaunesa [11]. I[Ipu 3TomM BaxXHYIO poJib
B nrddepeHIaIbHON TMarHOCTUKE UTpaeT Urojbyarast
aJieKTpoHelipomuorpadus. ¥ namueHTon ¢ LICA Helipo-
HaJIbHBIN MPOIIECC PETUCTPUPYETCS TOIBKO B TEX MBIIIILIAX,
KOTOpbIe MTHHEPBUPYIOTCSI U3 CETMEHTOB CITIMHHOT'O MO3Ta,
BOBJICUEHHBIX B IATOJIOTMYCCKMIA ITpoIIecC. Y MAallMeHTOB
¢ BAC HelipoHaIbHBIH MTPOLIECC BBISIBISIETCS BO BCEX MBbIIII-
11aX PYK M IUIEYEBOTO Tosica, MOIyJalonuX MHHEPBAIKIO
M3 IIEHOTO YTOMIIEHUSI CIIMHHOTO Mo3ra. IToatomy He-
00XOIMMO BBITIOJIHEHHE TTOJTHOTO 3JIEKTPOHEpoMUOrpa-
(brueckoro rccirenoBaHus, BKIIIOYas UCCIISI0BAHUE MBIIIIIT
1Iex, TTapaBepTeOpalbHBIX U IPYIHBIX MBILIL, a TaKXKe
MBIIIL HU3KHUX KOHeyHocTelt [20].

3HayuTeNbHbIE TPYIHOCTH BO3HUKAIOT MPU TTPOBEIE-
HuM 1udbepeHIIMaTbHOTO TUarHo3a AMCTaabHO (popMbI
L CA ¢ BX (ta6a. 3). O6a 3aboseBaHUs UMEIOT CXOIHBIN
ImaToreHe3 M aHaJOTMYHbIE KJIMHUYECKHE MPU3HAKMU,
HO pa3jinyus Mo Bo3pacTy AeOroTa 06oMx 3a00JieBaHUMA
Hepeako urpaiot BaxHyto poab. Ecin LICA pa3BuBaeTcs
y TIAaLIMEHTOB CPEIHETr0 M MOXMUIIOro Bo3pacTa, To it bX
HauOoJiee 4acThlii Bo3pacT aebioTa — 20—25 net. OgHako
HauOOJIbIIINE 3aTPYIHEHUS] BO3HUKAIOT B TEX ClIydyasX,
xoraa bX pa3BuBaeTcs B ITIO3IHEM BO3pacTe, a CAMIITOMBI
LI CA nosBasitoTcs B 0ojiee MoJiogoM Bo3pacTe. B cBsi3u
C 5TUM B JIUTEpaAType 10 CUX ITOP COXPAHSIOTCS HEKOTOPHIC
pa3HoOIJIaCUsT: MOXHO JIM cYuTaTh, yTo bX — Mononoit
BapuaHT nuctanabHoii (popmbl LICA, vm ke LICA — B3po-
cnasg dopma BX [22].

B penkux ciydasix ciaemyeT IpoBoAUTh AU GepeHIn-
aJIbHBIA IMAaTHO3 C MOJMOMHUENTOM H MOCTIOJIMOMHEUT-
HbIM cHHApPOMOM. OTiInuys: 1) MOTMOMMEIUT CBSI3aH C Tie-
peHeceHHOl MHdeKIre; 2) MOCTHOIUOMUETUTHBIN
CHHIIPOM BO3HUKAET Yepe3 MHOTO JIET ITOCJIe OCTPOIo 3a-
ooneBaHus; 3) bX pasBuBaercs 0e3 mpeallecTBYIOIIEH
UHGpEKIUN.

MoHoneBponaTuu (HaripuMep, CUHAPOM 3alsICTHOIO
KaHaJjla, HEeBpOMaTUSsI JIy4eBOI0/JTIOKTEBOTO HEPBa) TaKXKe
cJIeayeT paccMaTpUBaTh B CIIMCKE 3a00JIeBaHUIA TTPY IPO-
BedeHUU IuddepeHInaabHON IMAarHOCTUKU. OTIUYuS:
1) mpu MOHOHEBPOIIATUSX BBISBIISIIOTCS CEHCOPHBIC
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HapyueHust (0oib, Tapecte3un); 2) bX — uynrcto MmoTopHoe
nopaxeHue; 3) anekrpomuorpadus npu bX nemoHcTpu-
pyeT MopaxeHue MepeHNX POroB, a He NepruhepuIecKux
HEPBOB.

Takum obpazom, bX sBasiercst peakoit pa3HOBUIHO-
CThIO 1IEpBUKAJIbHOUN MUEIONAaTUM, CBI3aHHOM cO crubda-
HUeM 1eu, Bbi3biBawoluM atpoduio HIOIT cnuHHOrO
MO3ra U ACUMMETPUYHOE YIUIOLLEHNME C IPEUMYLIECTBEH-
HBIM ITOpaXXeHUEM KJIETOK MEePEeIHUX POTOB CIIMHHOTO
MoO3ra. DTO IMIPOUCXOAMT U3-3a CMEIIEHYSI CITMHHOTO MO3-
ra BIIepe/ 1Py CTUOaHUM IIIeW Y €r0 KOMIIPECCHU 3a CUET
OTCJIOCHUSI 3aHEH TBepAoii MO3roBoii oboouku. Ilopa-
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«ATNac 3NEeKTPOKJIMHUYECKON AUArHOCTUKN
u Tepanuu 3nunencumny». Cugpom [ipase

13 AHBapA 2025 r. 6e3BpemeHHO ywen 13 Xun3Hu KoHctaHTuH IOpbeBuy MyxmuH — JOKTOP MeANLMHCKUX HayK, Npo-
deccop, pykoogmTenb O6beuHEHNA MeAULIMHCKUX YUpeXAeHWI NO ANarHOCTIKe, neveHunio u peabunutauum 3abone-
BaHWIA HEPBHON cMCTeMbl 1 anunencumn nm. Ceatntensa JIykn, MexxgyHapoaHO NPU3HAHHbIA SKCNepPT B ANArHOCTUKeE U fne-
YeHUW SMUNENCUN, BbICOKOKBaNNQULMPOBaHHbIN Bpay-HEBPOJIOF, UMeWUn 6onee yem 38-neTHMIA ONbIT PaboThl
€ 60N1bHBIMU 3NUNENCUER, BNeCTALLMIA YUeHbIin, paboTbl KOTOPOro NONYUYNIN BCEMUPHOE NPU3HAHMWE 1 LIMPOKO U3BECTHbI
KaK B Halllell CTpaHe, TaK 1 3a pyOeKom.

Mpodeccop MyxuH ocTtaBun 6oratoe HayuyHoe Hacnefue, Bkitoyatollee 6onee 400 HayuHbIx paboT, 20 MoHorpaduii,
MHOTOUYMNCIEHHbIE IEKLUMMN U ceMrHapbl. [ocnenHui Tpyn 6necTaLlero yueHoro — «nunencus. ATnac 3n1eKTPOKINHNYECKON
AVNArHoCTUKK U Tepanum» B 2 TOMax — ABMIAETCA BEPLUMHON €r0 HayYHOro TBOPYECTBA 1 0006LaeT pe3ynbTaTthl BCE Hayy-
HOW 1 NpaKTnuyeckon paboTbl aBTopoB. OyHAaMeHTanbHbI TPYL Bbiwesn B cBeT B 2023-2024 rT.: B Aekabpe 2023 r. 6bin
ony6nmkoBaH 1-i1 Tom' 1 oceHblo 2024 r. — 2-1 Tom2. ABTopbl ATnaca: KoHctanTuH IOpbeBuy MyxuH (a.M.H., npodeccop,
Bpay-HEeBPOJOT, SNUAENTONOr; pyKoBoaMTeNb VIHCTUTYTa 4ETCKOW 1 B3POC/ION HEBPONOTUU 1 3nunencumn nm. Ceatutens
Nykun), Napuca lOpbeBHa MyxoBa (K.M.H., AOLIEHT, Bpay-HeBPOJIOr, 3NNNenToNor, Bpay GYHKLMOHaNbHOWN ANArHOCTUKN),
Anekcen AnekcaHaposuy XonuH (4.M.H., npodeccop, Bpay-HeBposor, Bpay GyHKUMOHaNbHOW AUAarHOCTMKM).

C 1-ro Homepa 2025 r. Mbl OTKpPbIN B «<PYCCKOM XXypHane JeTCKON HeBposorum» pyopuky «Hacnegue npodeccopa
K.0. MyxuHa», B KOTOpoI 6yAemM 3HaKOMMUTb YUTaTenell ¢ HayuHbIMK Tpygamu KoHcTaHTHa lOpbeBnya 1 ny6nmkKosatb
YacTb OAHOW rMaBbl N3 «ATaca aNeKTPOKNNHNYECKON ANarHOCTUKN 1 Tepanun aNuaencum.

Buibop gppacmenmos Amaaca daa nybauxayuu 6ydem onpedeasmoca wumameaamu. Hanuwume nam, kaxue memot Bac
uHmepecyrom ¢ nepsyto ouepeos. Adpec pedaxuuu: center @epileptologist.ru

B smom nomepe «Pycckoeo yucypnaaa demckoii Heeépoao2uu» no npocvoam vumameaeli Mol nybauxyem gppazmenmol
u3 2naevt 29 moma 2, nocesawennoii cundpomy Jpaee’.

Ilamsamu Illaparommeur Jpase

Cunapom [pase (C]1) — snunentuyeckas sHiedano-
MaTtusl ¢ 1e0I0TOM Ha IIEPBOM IOy KU3HU, TTPOSIBIISIONIA -
scsl (beOpUIbHBIMU U aheOpUIbHBIMU TeHepau30BaH-
HBIMU ¥ (HOKAJIBHBIMU TPUCTYIIAMH, ¢ HAJTUIUEM MUO-
KJIOHMYECKUX ITAPOKCHU3MOB B TUITMYHBIX CJIyJasiX, OTCTa-
BaHWEM B IICUXWYECKOM Pa3BUTHHU U PE3MCTEHTHOCTHIO
K aHTuanuiaentuyeckoit Tepanuu (Ch. Dravet u coaBr.,
2019).

B xnaccudpukauum 1989 r. CJI 3aHrMan ocodoe MecTo,
OTHOCSICh K (hOpMaM SITIJIETICUM, UMEIOIIINM KaK IreHepa-

JIM30BaHHbIC, TaK ¥ (hOKAJIbHbIE KIMHUYECKUE ITPOSIBIIC-
Hus1. B HOBOI MeXITyHapOaHOM Ki1acCU(MDMKAIIUM SITHTICTI-
TUYeCKUX cuHapoMoB 2022 1. 3a00JieBaHUE OTHOCUTCS
K TPYIIIe 3MWICNTUYECKUX CUHAPOMOB HEOHATAJIbHOTO
M MJIaJICHYECKOTI'0 BO3pacTa U IPEACTABIIICT CO0OI IHIIE-
danonartuio pazButus u snuientuyeckymo (A.T. Berg,
LE. Scheffer, 2011; J. Engel, 2013; E.C. Wirrell u coaBr., 2022;
S.M. Zuberi u coasrt., 2022). CoriacHO COBpeMEHHOI 3TH-
osiormyeckoit Knaccudukanuuu, CI oTHOCUTCS K TpyIIe
reHetudeckux srmerncuii (I. Scheffer u coasr., 2017).

"Myxun K.1O., Diyxosa JI.1O., XonuH A.A. Dnusencusi. ATiac 31eKTpOKJINHIUYecKoi auarHocTuku v teparmuu. T. 1. M.: Pycckuii meuatHslii aBop,

2023.912c.

Myxun K.10., Tiyxosa JI.1O., Xonun A.A. Dnuiencus. ATiac 31eKTpOKIMHUYECKOi anarHocTky 1 Teparmiu. T, 2. M.: Pycckuii meyaTHbIi ABOD,

2024. 884 c.

3SMyxun K.JO. Cunapom Jpase. B kH.: Dnunencus. ATiac 3eKTpOKIMHUYECKON AuarHocTUKy 1 Tepanuu. T. 2. M.: Pycckuii nedaTHblit aBop, 2024.

C. 240-273.
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3aboneBaHue ObLIO BrnepBbie omnucaHo Charlotte
Dravet B 1978 1. Bo ®paHiuu, 3aTeM IoAPOOHOE OIMMCaHKE
obsuto mpencrasieHo Ch. Dravet u coaBT. B 1982 1. Tak
KaK MUOKJIOHUYecKue Tpuctymbl mpu CJ1 00bIMHO TTPHCO-
€IMHSIIOTCSI JIUIIb Yepe3 HECKOJIBKO JIET C MOMEHTA JIe01oTa
3a00JIeBaHMsI, MOTYT OTCYTCTBOBaTh IIPU «IIOrPaHMYHBIX»
Cllyyasix, a TaKXKe B CBSI3U C CYIIIECTBOBAHUEM PA3IMYHBIX
hopM «<MUOKIIOHUYECKUX SMUICTICUIT» C TSDKETbIM TeUSHM -
€M ObIJIO PEILIEHO OTAaTh IIPEANOYTEHUE UMEHHOMY Ha3Ba-
Huto — «cuHApoM dpase» (Ch. Dravet u coasrt., 2005). Ipe-
IbIAyIee HAMMEHOBAHUE <«TsXKeIasd MUOKJIOHUYECKAs
SIWIETICHS MJIaJICHUYECTBa» B HACTOSIIIICE BPeMs HE PEKO-
MEHI0BaHO K MPUMEHEHUIO.

DrHojorusa. B Hacrosiee BpeMs yCTaHOBJICHO,
yTO puuMHOM pazputust CJI sABIsIeTcs MyTallus, 3aTpa-
ruBampomast ajibda-1-cyobeIUHUILY HaTPUEBLIX KaHAJIOB
HelipoHoB (C.B. MuxaiinoBa u coast., 2011; R. Nabbout,
2017; D. Steel u coast., 2017). JlaHHBIi JTOKYC, HaxXoIs -
uiicss Ha XxpoMocome 2q24.3, moJaydusl MapKUPOBKY
SCNIA. Mytaiiuu B aToM reHe (6osiee 1200 pa3numuHbIX
BapMaHTOB!) OOBIYHO BO3HUKAIOT de novo U OTHOCATCS
K TaK Ha3bIBaeMbIM YCEYCHHBIM WMJIM, pexKe, MUCCEHC-
MYyTallMsIM; OMHAKO CYIecTBYyeT okoio 10 % manueHToB,
Yy KOTOPBIX TpearnoiaraeTcs MyTalust de novo, HO OHU
HMMEIOT OTHOTO POJIUTEINS, KOTOPBIM SIBJISIETCS MO3aMKOM
no gaHHou mytauuu (L. Claes u coaBr., 2001; C. Marini
U coaBT., 2007; D. Steel u coaBrt., 2017; C.T. Myers u co-
aBT., 2018). [Tongasmsioliee OOJBIIMHCTBO MAIlMEHTOB (HO
He 100 %!) uMeroT maHHbBIM TUN MyTanuu. I1peanonara-
€TCsI, YTO CYIIECTBYIOT M HEKOTOPHIE IPYrue MyTallMu,
nerepMmuHupytoiue pazsutue CI (mau dpaBe-nomo0HbIX
3a00JyieBaHUi1), B YaCTHOCTU MyTaliuu GABRGZ2 (Ha xpo-
mocome 5q34), CHD2, GABRAI, STXBPI ¢ TOMUHAaHTHBIM
TUIIOM HacJeaoBaHus, a Takxke B reHe SCNIB ¢ peliec-
cuBHbIM HaciegoBaHueM (Ch. Dravet u coast., 2009;
A. Suls u coanrt., 2013; R. Nabbout, 2017; D. Steel
U coaBrT., 2017).

BaxxHas ocodeHHocTh CJI — Hepeakoe HaTuuue SIu-
JIeTICUY W (heOPUITbHBIX IIPUCTYITOB CPEAN POACTBEHHU -
KOB T1pobanmoB: ot 25 10 71 % (Ch. Dravet u coaBr., 1992;
M. Nieto-Barrera u coaBnr., 2000). Knunuyeckuii peHOTHT
npu «kjaaccuueckoit» myrauuu SCNIA nmeeT oueHb Ba-
pYabeIbHBIA CIIEKTP MPOSIBJICHUI: OT OTHOCUTEIBHO «I0-
OpOKaYECTBEHHBIX» CITydaeB IPH (PeOPITBHBIX ITPUCTYIIaX
U cuHApoMe (eOPMIBHBIX MPUCTYIIOB TUIIOC 10 KpaiiHe
Tskenbix popm — CJI u SCN IA-accounnpoBaHHOM paH-
Hel MiTafieHYeCKOol sHIIe(atonaTi pa3BUTUS 1 ITHJIETI -
tuuyeckoin (K.FO. MyxuH, A.C. Ilerpyxun, 2020;
G. Berecki u coaBt., 2019; 1.0O. Miller, M.A. Sotero de
Menezes, 2019).

Kmanyeckast kapruna. CoryiacHO 0000IIICHHBIM JaH-
HbIM, YacTtoTa CJI cocTtaBisieT 0Kosio 6—8 % cpeaun Bcex
dbopm snunerncuu ¢ ne6OTOM Ha MEPBOM TOAY XKU3HHU
U He MeHee 1 % cpenm BcexX AETCKUX BIUICIICUIA

3

(C. Chiron u coanrt., 2000; Ch. Dravet u coant., 2009;
Ch. Dravet, Guerrini R., 2011). ITo nanasiM Ch. Dravet
u coabT. (2005), Bo3pacTHOIT MHTEpBal Havyaia 3abojeBa-
HuUs — oT 2 1o 12 mec (MakcuMyM 5—8 Mec); B HallleM uC-
cnegoanuu — ot 2 o 10 mec (K.¥O. MyxuH u coaBr., 1997;
K.}O. MyxuH, 2011); mo kputepusim Jluru — ot 2 no 20 mec
(S.M. Zuberi u coaBrt., 2022).

OTsrolleHHBII TIepUHATAIBHBIA aHAMHE3 OTMEYaeTCsl
B 22—40 % cayuaes (F. Ragona u coaBr., 2011; Ch. Dravet
U COaBT., 2019).

Hnsa CJI xapakTepeH MoJuMopdu3M SMUISHTUIECKUAX
MIPUCTYIIOB: (heOPMIbHBIEC CYT0POrH, (DOKaIbHBIE MOTOP-
Hble (BKJIIOYasi TeMUKJIOHUYECKHUE U OuIaTepaibHbIC
TOHUKO-KJIOHUYECKHE), TeHepalu30BaHHbIE TOHUKO-
KJIOHMYECKHUE, aJIbTEPHUPYIOLINE TeMUKOHBYJIbCUM,
MMOKJIOHUYECKHE, aTUIMYHBIC aOCcaHChl, (DOKaTbHBIC
C OCTAHOBKOI aKTMBHOCTH, SIMJICITUYECKUI CTATyC
(K. FO. MyxuH, 2011; Ch. Dravet u coasT., 2012). ToHu-
YeCKHMe MPUCTYIbl B TUIIMYHBIX CIy4asiXx OTCYTCTBYIOT,
HO MOTI'YT Ha0JII0IaThesl y OTaEIbHBIX 00J1bHBIX (Ch. Dravet,
R. Guerrini, 2011). Boiaensior 3 ctanuu Te4eHus1 3a0oJie-
BaHus: dedbpunbHas (1o 1—2 net), KatacTpodudecKas
(2—6 7eT) M OTHOCHTENBbHON cTabuIM3anuu (mocie
6—8 met) (T. Ohki u coaBt., 1997; R. Nabbout, 2017;
Ch. Dravet u coasr., 2019).

VY 2/3 nauneHTOB 3a00JieBaHUE HauYUHaeTcs ¢ (Pe-
OpUJIbHBIX TTPUCTYIIOB. Hepenko ¢pedpuiabHbIe Cya0poru
HOCST aTMIIWYHBINA XapaKTep: BBICOKAsT MPOAOKUTEIb-
HOCTb ITPHUCTYIOB, (DOKAIbHBII KOMIIOHEHT B CTPYKTYPE ITPH-
CTYIIOB, AJILTEPHUPYIOIIE TeMUKOHBYJILCUM. Y 25 % 60JIb-
HBIX ¢ (heOPMIBHBIMU ITPUCTYIIAMM MX IIPOAOJIKUTEIEHOCTh
npesbitiaeT 20 muH (Ch. Dravet u coaBr., 1992), u B He-
KOTOPBIX CJIy4asix OHU TPaHC(HOPMUPYIOTCS B SITUJICTITH -
yeckuii cratyc (E Ragona u coasr., 2010).

XapakTepHbIM 17151 JAHHOTO 3a00JieBaHUS SBJISIETCS
nosiBiieHue (heOPUIbHO-TIPOBOLIMPYEMBIX MUOKIOHUKO-
TOHMKO-KJIOHUYECKMX TIPUCTYIOB U aJbTePHUPYIOIINX
reMUKOHBY/IbcUiA. [IprCTyn HaYMHAETCS C TeHepaIn30-
BaHHBIX MUOKJIOHMYECKUX ITOACPTUBAHMI (KOTOPHIE MOTYT
OBITh M ACUHXPOHHBIMI ) HapaCTAOILIE YaCTOThI M aMILIU -
TYIbI, a 3aT€M IPOIOJIKACTCS B KOPOTKYIO TOHUYECKYIO
¢azy 1 3akaHuMBaeTcs KioHndeckoii (M. Koutroumanidis,
2018). AnsTepHUpYIOLINE TeMUKOHBYILCUU MPOSIBIISTIOTCS
(hoKaTbHBIMU TeMUKJIOHUYECKMMU MTapOKCU3MaMU, Me-
HSIOIIMMU CTOPOHHOCTb OT NpPUCTYNa K MPUCTYITY
WJIY Ha TIPOTSDKEHMU OTHOTO TIPKMCTYIIA, YTO MOXKET CO3/1a-
BaTh BIIEYATIICHUE O «JIOXKHO FreHepaIu30BaHHOM» XapaK-
tepe npuctyna (Ch. Dravet u coasrt., 2019). ITocne miu-
TEJIBHBIX T€MUKJIOHUYECKMX IPUCTYIIOB BO3MOXHO
nosiBjieHue napaanya Tonma.

IpumepHo y 35 % GOIBHBIX ITEPBBIC IPUCTYIIBI — ade-
OpuabHbIe. OOBIYHO 3TO (POKAJBbHBIE MPUCTYIHI (MOTOP-
HbIE, C OCTAHOBKOI aKTUBHOCTHU U OMJIaTepabHbIC TOHU -
KO-KJIOHMYECKHUE), KOTOphle HAOIIOMaI0TCs, MO TaHHBIM


https://www.ncbi.nlm.nih.gov/pubmed?term=Miller IO%5BAuthor%5D&cauthor=true&cauthor_uid=20301494
https://www.ncbi.nlm.nih.gov/pubmed?term=Sotero de Menezes MA%5BAuthor%5D&cauthor=true&cauthor_uid=20301494
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pa3IMYHBIX aBTOpPOB, y 43—79 % GonbHbIX (Ch. Dravet
u coanT., 2005; FE Ragona u coast., 2010). HekoTopnie
TOHUKO-KJIOHUYECKUE MPUCTYIBI BU3yaIbHO ONpEaesi-
I0TCSI KaK TeHepaIM30BaHHbIC, HO ITPU ITPOBEICHUN BUICO-
9JIeKTpo3HIIeDaTorpachuyeckoro MOHUTOPMHTIA B 0OJIb-
IMMHCTBE CJIy4aeB KOHCTAaTUPYETCS MX PEerrMOHaJIbHOE
Hayvajo (M. Koutroumanidis, 2018).

ATHIIMYHBIE AOCaHCHI TTPUCOEAMHAIOTCS ITocie 1 rona,
00b1yHO B Bo3pacte 3—5 jieT (Ch. Dravet u coabr., 2019).
XapakTepHO TOSIBJICHHE aTUITUMYHBIX aOCAaHCOB C aTOHU-
YeCKUM M 0COOCHHO MHOKJIOHUYECKUM KOMITOHEHTOM.
Bo3MOXXHO BO3HUKHOBEHHE CTaTyca aOCaHCOB.

BaxubiMm nposiBieHreM CJI SBISIIOTCS MUOKJIOHUYE-
ckue npucTynbl. OMHAKO OHU PEIKO BO3HMKAIOT B Havaje
3a0oJyieBaHus. B Hammx HaOMomeHUSIX Bo3pacT AedroTa
MMOKJIOHMYECKUX MPUCTYIIOB BapbUPOBa OT 1,5 10 4 jieT
(K.}O. MyxuH, 2011). ITpomomKkuTeIbHOCTb 3a001eBaHUST
C MOMEHTa J1e0r0Ta SMWIETICUN IO TIOSIBJICHUS] MAOKJIOHU -
YEeCKMX NTapOKCH3MOB COCTaBIsuIa oT 1 roma 3 Mec 1o 3 JieT
9 mec (K.}O. MyxuH u coasr., 1997). B uccienoBaHuu
T. Ohki u coaBr. (1997) cpenHuit BO3pacT NMpUCOSAMHEHMS
MMOKJIOHMYECKHUX MIPUCTYTIOB COCTaBIsLI 2,2 rona. B Hava-
Jie 3a00J1eBaHUST MUOKJIOHYC KJIMHUYECKHU €1Ba 3aMETEH,
ITOCTETIEHHO HapacTaeT 10 MHTEHCUBHOCTH 1 YacTote. Muo-
kionyc nipu CJI mompasnensieTcsl Ha 2 TWIa: MaCCUBHbIMN
SIUJICTITUMECKHMI MUOKJIOHYC U CETMEHTAPHBIN («HEYCTOM -
YUBBI» — «erratic») HE3MWJICNTUYECKUN MHOKJIOHYC
(Ch. Dravet, R. Guerrini, 2011). Heanunentuyeckuii Mu-
OKJIOHYC HE OTpaXaeTcsl Ha 3JIeKTpo3HIiedhaaorpaMme
(D3TI'), BoBaeKaeT MpeuMyIIECTBEHHO TUCTAIbHbBIE OTAEbI
KOHEYHOCTE! M YCUJIMBAETCS TIPU BBITIOJTHEHUHU TOYHBIX
JIBYKEeHUI. Y HeOoubLIoi yacTu 601bHbIX CJI («rmorpaHmny-

HbIe» CJIydau) SIMUJICITUYSCKUI MUOKJIOHYC MOXKET I1OJI-
HocTblo oTcyTcTBoBaTh (Ch. Dravet, R. Guerrini, 2011).

BaxkHO OTMETUTB, YTO JaXe Y AeTel CTapIliero Bo3pa-
cta npu CJ1 KOHCTaTUPYeTCs MOSIBJICHUE Y YIallICHUE 3111 -
JISTITUYECKUX MPUCTYIIOB BO BPEeMsI JIMXOPAaTOYHbBIX 3200~
JieBaHUI. B 3TOT Xe mepron 0ObIYHO BO3HUKAET U TSDKEI0e
crarycHoe TeueHue npuctymnoB (K.}FO. Myxun, A.C. Ile-
TpyxuH, 2020).

Juarnos. CJ1 Heooxoaymo auddepeHINPOoBaTh IIPEXKIe
BCETO C METa0OIMIECKMMK, MUTOXOHIPUAIBHBIMU 1 HACTIC/I-
CTBEHHO-JIETCHEPAaTUBHBIMU 3a00JICBAHMSIMU LIEHTPATbHOM
HEPBHOI CHCTEMBI, a TAKXKE C IPYTMMU (hOpMaMHM SITJICTICHH,
a MeHHO cuHapoMamu JleHHokca—IacTto, nceBao-JIeHHOK-
ca, Jloze. Hepenxoe npeobianaHue (hoKaTbHBIX TPUCTYTIOB
y MalMEHTOB CTapIIIero JETCKOro Bo3pacTa v B3pOCIbIX TUK-
TyeT HeoOxonumocThb nuddepeHLmposatb CJI co CTPYyKTYp-
HOM (poKanbHOI sMuIericueit (Harpumep, o0yCIOBIEHHOM
¢ oKaTbHOI KOPTUKATBHOM AUCILIA3UEit).

CX0XMM 110 KJIMHUYECKO KapTuHe 3abojieBaHUEM
SIBJISIETCSI BIIMJICTICHS C YMCTBEHHOM OTCTaJIOCThIO, Orpa-
HUYeHHas xkeHckuM 1osioM (C. Depienne u coanr., 2009).
3JT0 3ab0JeBaHUe BbI3BaHO MyTauueil B reHe PCDH 19,
konupywieMm 6enok npotokoaepuH 19 (K.JO. Myxun
u coasT., 2016; R. Nabbout, 2017). lnarHo3 BepubuIInA-
pYyeTCs TIpU MPOBEACHUN MOJICKYJIIPHO-TEHETUIECKOTO
uccaenoBaHust. ONTUMAaIbHBIM i1 nuarHocTuku CJI siB-
JIseTcs MIOJTHOE CEKBEHMPOBAaHUE 9K30Ma, a P OTpUILIa-
TEJIbHOM PEe3YJIBTaTe — XPOMOCOMHBI MUKPOMAaTPUYHBII
aHau3 3k30HHOoro ypoBHs (D. Steel u coaBr., 2017).

[MpuBoaMM HOBEiIIME TUATHOCTUYECKME KPUTEPUU
CJl no kinaccuduKkauuy 3MUISHTAYECKUX CUHIPOMOB
2022 1. (S.M. Zuberi u coasr., 2022).

O6sa3aTenbHble Kputepumn

Bospact gebiora: 1-20 mec.

Hactopaxunsalowme npnsHakum

2 NeT XKN3HW.
Bospact gebiora: 1-2 unm 15-20 mec.

MUHUPYIOLWKX pa3BuTrEe 3aboneBaHus.

1 GEHUTOVH).
Kputepun ncknioueHmsa

BOAALLME K SNUNENCUN.

AvarHocTtnyeckne kputepun CJ] no HoBoml KnaccupuKaynm snunenTuiecknx cuHapomos MexgyHapogHom
npoTuBo3NuaenTuYeckon nuru or 2022 r. (S. M. Zuberi n coasr., 2022)

[prcTynbl: NOBTOPHbIE FEMUKIIOHNYECKIE (YacTO MEHSAIOLLME CTOPOHHOCTb OT MPUCTYMa K NPUCTYY); GOKanbHbIe C MEPEXO-
[OM B GunatepasnbHble TOHUKO-KNOHUYECK/E U/UNU reHepann3oBaHHble TOHNKO-KIIOHNYECKNe.

TeueHne 3aboneBaHusA: papMakope3NCTEHTHAA SNUencus. YMCTBEHHas OTCTaNoCTb.

MpucTynbl: OTCYTCTBME B aHaMHe3e AnnTeNbHbIX NpucTynos (6onee 10 MuH). OTcyTcTBrE PebpMbHON NPOBOKaLIMN MPUCTYMOB.
I3[: HopmanbHaA OCHOBHAaA aKTMBHOCTb poHa Ha I3 1 OTCYTCTBUE MHTEPUKTaNbHOW 3NnMnenTMdopMHOI aKTUBHOCTU Noce

Pa3BuTre Ha MOMEHT febtoTa: 3afiepKKa Pa3BuTHA B AebroTe MPUCTYrOoB.
HeBponornyeckuii Ctatyc: o4aroBble HEBPOJIOrMYeCKe CUMNTOMbI (3a UCKNoUeHneM napesa Togaa).
Jpyruve 3HaunMble nccnefoBaHuA (reHeTUYECKMe): OTCYTCTBME NaToreHHbIX MyTaumii B reHe SCNTA nnn apyrux reHax, fjetep-

TeueHvie 3aboneBaHus: BbicoKas 3PpdEKTUBHOCTb 6I0KAaTOPOB HATpMEBbIX KaHanoB (kapbamasenuH, oKckap6asenuH

nQVICTyI'IbIZ anunenTnyeckne cnasmbl. PaHHAA MnageHyeckas SCN7A-3HU,E¢aJ'IOI'IaTVI$| Pa3BuUTUA N anmnnenTnyeckan.
HeMpoamsyanmsauMﬂ: JIOKaJibHbl€ CTPYKTYPHbI€ N3SMEHEHWA B MO3re No AaHHbIM MaFHVITHO-pe3OHaHCHOI7I TOMOFpad)VIVI, npu-
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BepositHocTh pasButust C/I BbicOKa y aeTeit ¢ aiu-
TEJbHBIMU TeMUKIOHUYECKUMU WU OUJIaTepaTbHBIMKU
TOHUKO-KJIOHMYECKUMU MPUCTYIIaMK Ha (pOHE JTUXOpaIKu
B Bo3pacTe muaiie 12 Mec mpu OTCYyTCTBUM IPYTrou Mpu-
yuHbI 3a00j1eBaHMs. [loBTOpEHME Y NeTeit Gotee cTapiie-
IO BO3pacTa CyIOpOXKHBIX ITPUCTYITOB (0OBIMHO Ha (DoHe
JIMXOPAJKHU, HOCSIIUX MPOIOKUTEIbHBIA WM TeMUKJITO-
HUYECKUIT XapaKTep) ITO3BOJISIET 00JIee TOCTOBEPHO IMAar-
HoctupoBaTh CJ/I. JInarHo3 MoXeT ObITh MOATBEPKACH
IPY TIOMOIIYA MOJIEKYJIIPHO-TEeHETUYECKOT0 aHaIu3a,
OOHapyXXUBILIETro MaToreHHble MyTauuu B reHe SCNIA
(S.M. Zuberi u coasr., 2022).

B okoHYaTenbHbBINM BApUaHT MEXKIYHAPOIHOM KIaCCH-
(ukaiy BHeCEHO YTOYHEeHUE (OTCYTCTBYIOIIIEE B ITPOSK-
Te kinaccudukauuu): guario3 CI TpedyeT TUIMHUYHBIX
KIMHUYECKUX TTPU3HAKOB I HE MOXET OBITh YCTAHOBJICH
TOJIbKO Ha OCHOBAaHMU I'€HETUYECKOro aHaim3a. Takke
U OTCYTCTBUE T€HETUYECCKOU MYyTallMM HE IPEISTCTBYET
YCTAHOBJICHUIO MMarHo3a Ha OCHOBAaHMU KJIMHMYECKMX
npr3HakoB. [1py ycTaHOBIEHUM KIIMHUYECKOTO TUarHo3a
JIedeHUe clieayeT HaYMHaTh He3aMeuInTeIbHO (S.M. Zuberi
U cOoaBT., 2022).

Jleuenne u mporHo3d. CJI oTHocuTcs K hopMaM 3IU-
JIETICUM, PE3UCTEHTHBIM K JieueHMI0. bosiblioe KonmuecT-
BO aHTUSIWJICNITUYECKUX IperapaToB arpoOMpPOBaHO
B JICYEHUU JAHHOTO 3a00jieBaHMS C BapuabeIbHBIM 3(-
(dekrom. B KauecTBe cTapTOBOI1 Tepalu peKOMEHIOBaHA
BaJibIipoeBas kuciora (30—70 Mr/Kr/cyT) wiv TonvpamMar
(3—10 Mr/kr/cyt) (K.}O. MyxuH, 2011). 1o HameMy MHe-
HUI0, KOMOMHAIIMS BaJIbIIPOAT + TONMUpaMaT SIBIISIETCS
ontuManbHo npu CI, ocoOeHHO /IS TTpeA0TBpallleHUS
3aTSDKHBIX TOHUKO-KJIOHUYECKUX TTPUCTYIIOB CO CTaTyC-
HbiM TeyeHueM (K.}0. MyxuH, A.C. IletpyxuH, 2020).

B neyeHun nmpumeHsIOTCS 0apOUTYpaThl, JeBeTUpa-
1eTaM, 30HUCaMUI, CyKIIMHUMU/IBI, TIepaMIiaHet, 0eH30-
nuaszenuHbl 1 gaxe coau 6poma (K. FO. MyxuH, 1997;
O. Kanazawa, S. Shirane, 1999; B. Ceulemans u coaBT.,
2004; Ch. Dravet, R. Guerrini, 2011; J. Engel, 2013;
J.M. Wilmshurst u coast., 2015). Ch. Dravet u coast. (2019)
CUMTAIOT ONITUMATBHON KOMOMHALIVIO BAJIBIIPOAT + KJIoOazam
(0,5—1,0 mr/kr/cyt) + ctupunieHron (30—50 Mr/kr/cyT).
B cooTtBeTcTBMU ¢ OTYETOM paboueri rpyImbl JIMTY 1o Heli-
ponenuatpuu (2015) BbICOKMIA JOKa3aTeJbHbI YPOBEHb
a¢pdexkTuBHOCTU Npu CII MMeeT CTUpUIIEHTO (B COYeTaHUU
C BaJIBITPOATOM U KJI00a3aMOM), B TO BpeMsI KaK TOITMpPaMar,
30HHMCAaMUI, BaJIbIIPOAT, OPOMUIBI I KETOTCHHAS AMeTa MO-
TYT OBITh «BO3MOXHO 3(h(EKTUBHBI» HA HU3KOM JOKa3a-
TeJibHOM ypoBHe (J.M. Wilmshurst u coaBr., 2015). ITep-
CIIEKTUBHBIMU TpernapaTamMu B jiedeHun CI Moryt ObITh
KaHHabuaMon* (JlekapcTBeHHas MapuxyaHa) 1 peHdypa-
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MUH? (Tpon3BorHOe aM(eTaMIHa), a TAKKe HaXOMAIIUIiCs
B cTanuu yrBepxaeHus cotukiectat? (Ch. Dravet 1 coasT.,
2019; S. Lattanzi u coaBrt., 2019; T. Polster, 2019).

[TpuMeHeHre KOPTUKOCTEPOUIOB, UMMYHOTJIO0YIM -
HOB U CTUMYJISITOpa OJTyXXaarolero Hepa Manoadbek-
TUBHO; 3((PeKT KeTOreHHOI AueThl BapuabdesneH (A. Anwar
u coaBT., 2019). HazHaueHue ¢eHUTOMHA, BUTabaTpuHa,
JIaMOTpUIKUHA U KapbaMa3enHa,/okcKapbasenHa Mmpo-
TMBOIIOKa3aHO BBMJAY YaCTOU arrpaBalliu MPUCTYIIOB
(K.}O. MyxuH, A.C. TlerpyxuH, 2020; R. Guerrini, C. Marini,
2013). Bmecre ¢ TeM nociaeaHue JaHHbIE CBUIETEIbCTBYIOT
o ToM, uto npu mytauuu SCNIA ¢ ycuneHueM ¢GyHKUAU
U KJIMHUYECKOI KapTUHOM paHHel MJlaeHUYeCcKoil sH1le(a-
JIOTIaTUU Pa3BUTHSI U SIWJICTITUYECKOM MOTYT ObITh HanuOoJIee
3(heKTUBHBIMU AaHTURITJICTITUYECKIE TIpenapaThbl, BO3NC-
CTBYIOIIIME HA HaTpreBbIe KaHaJbl (KapOaMa3eIuH, JaKoc-
amupa u ap.) (S.M. Zuberi u coaBr., 2022).

Bosnbiioe 3HaYeHUe 17151 MALIMEHTOB UMEIOT 3aHSTUS
¢ Jjoromneaom, aeheKToa0roM, MCUX0JI0TOM, CollMaabHas
aganTanus. [Ipy He0OXOMMMOCTH Ha3HAYaIOTCs MCUXO-
TPOIHBIE ITpenaparthbl (TPaHKBUJIN3AaTOPbI, HEHPOJIETITUKH,
AHTUICTIPECCAHThI), a TAKXKE aTOMOKCETHH JIJIs1 KOPPEKIIUU
rurepakTuBHOCTU. C BO3pacTOM B YaCTH CIydyaeB ObIBaeT
HeoOxoauMa opTorneanyeckast Koppekius (CKojauo3, ae-
¢opmanus cron u rojeHeit) (Ch. Dravet, R. Guerrini,
2011).

ITporHo3 3aboneBaHus TSKeNbIN. [IpucTynbl B 6071b-
IIMHCTBE CJy4yaeB MPOJOJIKAIOTCSI BO B3POCION XU3HU,
XOTs Y C MEHbIIIE YaCTOTOU, YeM B AETCTBE, U IIPEUMY-
mecTBeHHO B HOyHoe BpeMs (R. Guerrini, C. Marini,
2013). ITo muenuto Ch. Dravet u coaBt. (2005), 6oibHbBIE
¢ (bOTOCEHCUTUBHOCTBIO U C ayTOMHAYKIUEHN TTPUCTYIIOB
MPEJCTABISIOT CO0OI caMyIo TSKEIYI0 U PE3UCTEHTHYIO
K Tepanuu noarpynmy nauueHToB ¢ CII. CMepTHOCTD
npu CJI coctasister ot 5,75 no 17,5 % cinydyaeB, TJTaBHBIM
00pa3oM 3TO BHE3aIHasl HEOXUJAHHASI CMEPTh MIPU MU -
nencuu (sudden unexpected death in epilepsy, SUDEP)
(C.P. Panayiotopoulos, 2007; Ch. Dravet u coasr., 2019).

U3meHeHUA aneKTpo3HUehanorpamMmmol

npu cuiapome [ipase

XapakTtepHast ocooeHHocTb DDI pu CJI — coueraHue
PETMOHAJILHOM, MYJIBTUPETMOHAIbHOM 1 Ary3HOI 31TH -
JIenTU(hOPMHOIM aKTUBHOCTHY ¢ HApaCTaHUEM BO CHe. Y He-
0OJIBIIION YaCTH MTALIMEHTOB, OCOOEHHO TP PEAKUX ITPH-
CTyIlaX ¥ B MJIaJICHYECKOM BO3pacTe, SMWICIITU(hOPMHAs
AKTUBHOCTb B MEXIIPUCTYITHOM TIEPUOIE MOXET OTCYTCT-
BoBath (K.FO. MyxuH, A.C. I1etpyxun, 2020; Ch. Dravet
U coaBT., 2019). BricokocnenbuyHbie 3JeKTpoaHIIeha-
Jnorpaguueckue narrepHsl mpu CI OTCYTCTBYIOT.

“IIpenapar He 3aperncTpupoBaH B PO,
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Puc. 1. llayuenmxa 4., 6 sem. Juaenos: cundpom Apase. Xapaxmep
npucmynos: 6uramepanbHble MOHUKO-KAOHUMECKUe, albmepHupy-
Houjue 2eMUKOHBYNbCUBHDbIe, MUOKAOHUYecKUe. JleveHue: éanrvhnpoam
450 me/cym, monupamam 87,5 me/cym. nekmposnuepanoepagus,
b00dpcmeoeanue: 3amedseHue 0CHOBHOI aKMUBHOCMU QOHOB80I 3a-
nucu 0o 6 Iy. Kopomikuii duggy3noiii HUZKOCUHXPOHUSUPOBAHHYLLL
NUK-B0AHOB0IL pa3psao 6 Gore ¢ OUPPOHMAarbHbIM NPeobaadanuem

OcHoBHast akTUBHOCTb. OTMeEUalOTCs 3aMellJIeHue O1o-
3JICKTPUIECKON aKTUBHOCTH (POHOBOI 3aIlMCH U YCTOM -
YUBOE TOMUHUPOBAHUE TeTa-pUTMa ¢ 4acToToil 4—6 Iiy
C «BIUIETEHUEM» €IMHUYHBIX AeabTa-BoJIH (puc. 1). [Tpu-
MepHO Yy 1/3 G0JbHBIX OCHOBHAsI aKTUBHOCTb OCTaeTCsl
B HOpME, HO OOBIYHO JIe30praHM30BaHa BEIPAXKEHHOM Te-
Ta-akTuBHOCTBIO (P. Giovanardi-Rossi u coaBt., 1990).
CreneHb 3aMenjieHUs OCHOBHOUM akTUBHOCTU Tipu CJI
MOXET CYIIECTBEHHO (DIIYKTYyMpPOBaTh B 3aBUCUMOCTH
OT YaCTOTBI MPUCTYNOB. [1pn IIUTEeIbHOI PEMUCCHM Y He-
KOTOPBIX MAIlMEHTOB OCHOBHAsI aKTUBHOCTh BO3BpalllaeT-
¢ K HOpPMAaTUBHBIM [UJISI BO3pacTa IloKasaTedsiM
(Ch. Dravet u coasr., 2019). Croiikoe 3ameieHe OCHOB-
HOI aKTMBHOCTY (poHA KOCBEHHO CBUIETEILCTBYET O BhI-
pakXeHHOM HapyIIeHUY KOTHUTUBHBIX pyHKIMi. [To MHe-
HUIO OOJIBIIIMHCTBA aBTOPOB, 3aMeUICHNE OCHOBHOM aK-
TUBHOCTM (DOHOBOM 3aIllMCHM MOCTENEHHO HapacTaeT
¢ yBeanmdeHueM Bo3pacTta nauueHToB (R. Nabbout, 2017;
M. Koutroumanidis, 2018).

OnuiaentudopMHasg aKTUBHOCTh. B Havase 3a0oieBa-
HUs («(eOpUIbHAS» CTanUsI) SMUIEITU(GOPMHAST aKTUB-
HOCTb OOBIYHO OTCYTCTBYET B (POHOBOI 3aITUCH, HO MOXKET
BBISIBJISITBCS IIPU IIPOOE ¢ pPUTMUIECKOI (POTOCTUMYIISIIIV -
eit (POC) (puc. 2). B pa3BepHyTOi1 («KaTacTpODUIECKOI»)
craguu C/l Habmomaercst couetanue AU Gy3HOM, peru-
OHAJILHOM M MYJIBTUPETMOHATBHON 3MMIeNTU(OOPMHOMN
aKTUBHOCTU B TeueHue omHoi 3amucu DI (70 % B Ha-
omogenuu Ch. Dravet u coaBt., 1992) (puc. 3). B 6osee
PEIKUX CclydasiX KOHCTaTUPYETCs TOJbKO muddy3Has
(0OBIYHO B HauaJjie 3a00JeBaHMs1) WM TOJBKO perMOHaIb-
Hasl/MyJIBTUPETrMOHaIbHAs ITUK-BOJHOBasE aKTUBHOCTh

Puc. 2. llayuenmxa 4., 2 200a (ma jnce nayuenmka, umo Ha puc. 1).
Dnekmposnyeanroepagus, 600pcmeosarue: npu pumMMuU4ecKoll
gomocmumynsyuu c yacmomoti 20 Iy 603nuxaem ouggy3ruiii Hu3-
KOCUHXPOHUZUPOBAHHDBLI PA3PA0 NUK-B0AHOBOL AKMUBHOCHU HPO-
doaxcumenvHocmuro okono 1,5 c. Paspao 3akanuusaemcs meonen-
HbIMU  0enbMma-80AHAMU C  OUPPOHMANbHBIM NpeodAadaHuem,
boavuue cnpasa

(T4 JUTMTETbHOM TeYeHUH 3a00JICBaHMsI, OCOOEHHO y AeTei
CTapIlIero BO3PacTa ¥ B3POCIIbIX — CTaIMs «OTHOCUTEIILHOM
cradbumuzanumn»). [To nanaeiM N. Specchio u coaBt. (2012),

Puc. 3. I[layuenmxa P., 4 200a. [luaenos: cunopom Jpase. Y mame-
pu npobanda 6 eozpacme 33 siem makice 8epuGuUUUPOBAH CUHOPOM
Jlpase. Xapaxmep npucmynos: busamepansHoie MOHUKO-KAOHUYeE-
cKue, anbmepHUpylouje 2eMUKOH8YAbCUBHbIe, MUOKAOHUYecKUe,
amunuunbie abcaucol. Jlewenue: sanvnpoam 700 me/cym, monupamam
62,5 me/cym, smocykcumuo 600 me/cym. Daexmposnuegpanroepagpus,
COH: COMemanue pecuoHAAbHOL NUK-60HOB0I AKMUBHOCIU 8 NPABOI
3aMbILI0YHO-3A0He8UCOUHOL obnacmu ¢ Jup@ysnoil. dugpgysnas
aKmueHOCMb NPeocmagaena papsoom NOAURUK-80AHOBbIX KOMNAEK -
€08 OMHOCUMENbHO BbICOKOLL CIeNneHU CUHXPOHU3AUUU, NPOOOAICU-
menvHocmoio 1,5 c. Ommeuaemcs omuemaugoe npeodaadarue noau-
CNaliK08 8 3a0HUX KOPMUKAAbHBIX 0MEeJeHUsIX 8 Hauane paspsaoa
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Puc. 4. [Tayuenm X., 6 aem. uaenos: cunopom Jpase. Xapakxmep
NPUCMYNO08: 2eHePANU306aHHble MOHUKO-KAOHUYecKUe (cepulinble,
€O CMAamycHbIM meueHuem), 6epcustble, MUOKAOHUYecKuUe. Jleverue:
sanvnpoam 600 me/cym, monupamam 100 me/cym. Daekmposnye-
anoepaghus, 600pcmeosanue: pazpao 8bicCOKOAMNAUMYOHOU Jug-
@Y3HOIL NUK-BOAHOB0I AKMUBHOCMU NPOOOANCUMEALHOCHIBIO 0KOAO
1,5 c 6 ghone. Pa3psad sakanuueaemcs b.cOKOAMNAUMYOHbIMU OUP-
@y3HbIMU MeONeHHBIMU 80AHAMU Deabma-0uana3ona

WHTEPUKTAJIbHAS SMuIenTUu(GOpMHass aKTUBHOCTb KOH-
CcTaTUpYyeTCsl B Havyasie 3a0ojieBaHMs JUlb y 22 % 60J1b-
HBIX, a B pa3BepHyTOM ctamut —y 77 %.

HuddysHast akTUBHOCTD IIpeACTaBeHa HEYaCThIMU
KOPOTKHMMM Pa3psiiaMy MUK- WU ITOJUITUK-BOJIH, Hapa-
CTAIOIIMMM B TIEPHOJI HETIOCPEICTBEHHO ITOCIIE ITPOOYXKIIe-
HUS MAIlMEHTOB, HEPEIKO C MOCIEAYIOMM TUDGhY3HBIM
WJIA PeTMOHAIBLHBIM 3aMeieHueM (puc. 4). PernoHaabHbie
OCTpBIC BOJIHBI M KOMILJIEKCHI OCTpas—MeIIeHHasi BOJIHA
yaiie OTMEYaloTCs IT0 BUCOYHBIM OTBEACHMSIM, C TCYCHUEM
BpeMeHU ITPUOOpPETast MyJIBTHPETMOHAIBHBIN HE3aBUCUMBIA
xapaktep (puc. 5). [Ipu aTom Ha DDBT" 60aPCTBOBAHMSI MO-
I'YT Mpeo0IagaTh peruoOHaNbHbBIE AMUICITH(HOPMHBIE ITaT-
TEpPHBI, a IPU 3aChITAaHUU U TPOOYXKIEHUUN — IUDDY3HbIS
(K.KO. MyxuH u coaBnt., 2014). B eqnMHUYHBIX cydasix
y 60o1bHbIX C/I Hamu ObLIa OTMeYeHa SNUIeNTU(OPMHAs
aKTUBHOCTh 110 THITY TOOPOKAYE€CTBEHHBIX STUJICIITH -
(bOpMHBIX MATTEPHOB AETCTBA, YTO, BEPOSITHO, OTPaKaeT
«BPOXICHHOE HapyILIEHUE IPOLIECCOB CO3PEBAaHMSI MO3Tra»
JTIOTIOJTHUTEIBHO K TeHETUYECKOMY (DAKTOPY BOSHUKHOBE-
HUST SITUJICTICUM.

AmuientTudopMHast akTUBHOCTb, Kak Aud¢y3Hasi, Tak
U pervoHajbHas (MyJbTHUPETMOHAIbHAS), HapacTaeT
BO CHe, IPU 3achIllaHUU U MpOOyxXaeHuu. B orauuue
OT OOJIBIIMHCTBA APYTUX 3MWJIENITUYECKUX CUHAPOMOB,
OHa MOXET YMEHBIIAThCsI, HO He OJIOKMPYETCsl IIPY HACTY-
nieHun owicTpoBojHOBoro (REM) cha (R. Guerrini,
C. Marini, 2013). DaexTpoaHuedanorpadpuyeckas CTpyk-
Typa CHa, KaK IpaBUJI0, He HapyllieHa. MeUIeHHBIX KOM-
IUICKCOB OCTpas—MeIJICHHas: BOJHA, XapaKTepHBIX
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Puc. 5. llayuenmxka P., 4 200a (ma sce nayuenmxa, umo Ha puc. 3).
Juaenos: cunopom Jlpase. Xapaxmep npucmynos: busamepanvHoie
MOHUKO-KAOHUYeCKUe, anbMepHUpylouje 2eMUuKoH8yNbCUBHble,
MUOKAOHUYeCKUe, amunuyHble abcaucol. Jlewenue: eanbnpoam
700 me/cym, monupamam 62,5 me/cym, smocykcumud 600 me/cym.
Inekmposnyepanroepagus, naccusrHoe 600pcmeosanue: Myabmu-
DeCUOHANbHAS INUAENMUPOPMHAS AKMUBHOCMb HEBbICOKO020 UHOEK -
ca ¢ npeobaadanuem 6 npagwix 3a0HEBUCOHHO-MEMEHHbBIX U 1e8blX
3A0HEBUCOUHO-3aMbINOUHBIX OMBEOeHUSX 6 6Ude KOMHAEKCO8
«CepYNNUPOBAHHbIE OCHPble 80AHbl — MEOAEHHAS B0NHA»

s cuHapoMa JlenHokca—Iacto, He ObiBaeT npu CJI. H-
TepecHo, uTo B 4 n3 60 ciydaeB CJ1, ommcanHbix Ch. Dravet
u coasrT. (2019), 6pL1M 0OHapPYKEHBI TPOOETH OBICTPOBOJI-
HOBOI aKTUBHOCTHU C IOCJIENYIOLIMM YIUIOLIEHUEM OHO-
3JIEKTPUUYECKOM aKTMBHOCTH WJIU TTOSIBIIEHUEM TUDdY3HBIX
TTOJIMITMK-BOJIHOBBIX Pa3psiaoB. JlaHHbIE 3JIeKTposHIIeda-
Jorpaduyeckre MmaTTepHbl HalTOMMHAIOT «fast activity»
Y TIaTTePHBI TOHMYECKUX ITPUCTYIIOB IIPY CUHIpoMe JIeH-
Hokca—IacTo 1 MOTYT KOCBEHHO CBUAETEILCTBOBATH O Ha-
Jnuun y 60abHBIX CI CKPBITBIX TOHUYECKUX IPHUCTYITOB
BO CHe. Y TallMeHTOB CTapIIero AeTCKOTro BO3pacTa U B3pO-
CJIBIX BO CHE MOTYT MOSBISAThCS A1 dy3HBIE TPOOETH 0~
JIMCIIAaKOB ¢ YyacToToil 8—9 Ii1 HEBBICOKOI aMILIUTYAbI,
npogokutenbHocThio 5—10 ¢ (R. Nabbout, 2017).

B HEeKOTOpBIX clly4asix BO CHE aKTUBUPYETCSI PETrro-
HaJIbHas SIUIeNTU(OOPMHAsST aKTUBHOCTD B JIOOHBIX OT/IE-
J1ax, 4Jaie 0ugpoHTalIbHO, KOTOpash B MEUICHHOM CHE
MOXKET MPUHMUMATh XapakTep npoaokeHHoi (Ch. Dravet
U COaBT., 2019).

Jnst 6onpHbix CJI XxapakTepHO MOSIBIEHUE paHHEH
¢otoceHcuTuBHOCTU Ha DDI. BO3HUKHOBEHME reHepaIu-
30BaHHOI MUK-BOJTHOBOM akTUBHOCTU py POC onucaHo
y JAaHHBIX MAIIMEHTOB HaYMHasl ¢ 3—6-MeCsIYHOro Bo3pacTa
(P. Giovanardi-Rossi u coaBr., 1990). ¥ 25 % 6onbHbIX C/I,
reHepaar30BaHHAas MUK-BOJHOBAs aKTUBHOCTb Ha DA
0OHapyXMBaeTCs B BO3pacTe M0 1 roja, 4To SIBJISIeTCST BaXK-
HBIM JOIOJTHUTEIbHBIM TUATHOCTUYECKUM IPU3HAKOM
3a00JIeBaHMsI, TaK KaK HeXapaKTepHO IJIsT APYIUX (hopM



PYCCKUN

sy IETCKOM
HEBPOAOT' MU

snunenicuur (R. Nabbout, 2017). Bo3amoxkHa Takke Tpo-
BOKaIUs 3NUIeNnTU(hOPMHON aKTUBHOCTU B MOMEHT 3a-
KpbiBaHU a3 (peHOMEH «eye closure sensitivity») ¢ mmo-
SBJICHUEM TIPUCTYIOB B BHUIAEC OBIUJICITUYECKOrO
MUOKJIOHYca BeK (puc. 6). CorjiacHo HaOMIOICHUSIM
H. Oguni u coasr. (2001), nosiBieHUe MapoOKCU3MaTbHONU
aKTUBHOCTU Ha DD 3aBucHUT OoJiee OT IPKOCTU U CUJIBHOM
KOHTPAaCTHOCTU CBETOBOIO CTHMMYJIa, a HE OT YaCTOThI
P®C. Hepenko HabmromaeTcst TPOBOKALIMS 3JIEKTPOIHIIE-
(anorpapmuyeckux aHOMaJIMi ¥ MIPUCTYIIOB IIPU MPEIb-
SIBJICHUU (DOTOCEHCUTUBHOIO MaTTepHa (HalpumMmep, Kpy-
TSIIIErocs MoJ0CaToOro «BOYKa», I0JIbl, KPYXKKa), a TAaKKe
IIPHU IIPOCMOTpPE Teyernepenad ¢ 0JU3KOT0 pacCTOSTHUSI.
P®C 06bI1YHO MPOBOIUPYET MUOKJIIOHUYECKKME TTPUCTYITBI
(BKJTIOUAS AMWIENITUYECKUI MUOKIIOHYC BeK), pexke — ad-
CaHChI, (DoKaNbHbIC U OMJIaTepaIbHbBIE CYTOPOXHBIC T1a-
POKCU3MBI.

B nabmonenuu Ch. Dravet u coaBt. (1992) cpenu
63 6onpHBIX C/I hoTOCEHCUTUBHOCTE Ha DDI” KoHCcTaTH-

Puc. 6. llayuenmxa I'., 13 aem. luaenos: cunopom Jlpase. Xapak-
mep npucmynog: buramepanbhvle MOHUKO-KAOHUHECKUe, MUOKAO-
Huueckue, INUNENMUYECKULl MUOKAOHYC 8eK, AMUNUYHbIE AOCAHCYL,
amoHuueckue. Jleuenue: eéarvhpoam 1000 me/cym, monupamam
200 me/cym, smocykcumud 750 me/cym, nepamnanen 6 me/cym.
Dnekmposnyepanroepagus, 600pcmeosanue, NpUcmyn Inuienmu-
Yeck020 MUOKAOHYCA 8eK: CPA3Y NOCAe 3aKPbI8AHUS 21a3 (0KYA02pa-
uueckuii apmeghaxm 6 100HbIX OMEeOeHUsX) noseasemcs ouggys-
Has  SNUAENMUPOPMHAS AKMUBHOCMb 6 8Ude KOMNAEKCO8
NUK-/NOAUNUK—BOAHA U «CePYNNUPOBAHHbIE OCHIPbIE BONHbL — MeO-
ANCHHAS 80NHA» C AMNAUMYOHbIM npeobaadanuem 6 1e6bix 3a0HUX
KOPMUKAAbHbIX 0meedeHusx, npodoaxcumenvrocmoto 4 c. Ilepeod
Hauanom oug@ysHoeo paspsaoa ommeuaemcs pecUoHANbHAS AKMUG-
HOCMb 0OCMPAas—MeONeHHAs. B0AHA 8 NeBbIX 3A0HUX KOPMUKAAbHBIX
omeedenusx. Ilo danHbiM 6udeoanekmposnueparoepaguueckoeo
MOHUMOPUHEA, Cpasy nocae 3aKpuleanus 2na3 (geromen “eye closure
sensitivity”),  momenm oug@y3roeo paspsoa Ha I1eKmposHyeqa-
A02pamme, BO3HUKAIOM 3a8edeHue 2Aa3HbIX 010K 66epX U Obicmpoe
PUMMUYHOE <«MPenemanue 6eK» — IMUACNMUMECKUI MUOKAOHYC
sek. Tecmuposanue 60 6pems paspsoa ceudemenscmayem 0 CoOXpan-
HOll 0CO3HAHHOCMU

3

poBanach B 49 % ciyuyaeB, neOIOTHpPYS B MHTEpBaje
or 3 Mec 10 5,5 rozaa, MOCTeNeHHO YMEHbIIAsICh U Kcde3ast
Y MHOTHMX OOJIbHBIX B ITOAPOCTKOBOM 1 B3POCJIOM BO3pAacTe.
[Ipu 5TOM MaTTepH-CEHCUTUBHOCTH OTMedasiach y 11 % 6oitb-
HBIX, TOSBJICHHE SMUICNTUDOPMHON aKTUBHOCTH
P IMPOCMOTpe Tenenepenad — y 1,5 %, nmpu 3aKpbIBaHUU
a3 —y 16 %. AyToMHIyKIIYsI TIPUCTYIIOB Ha0I01anach
B 16 % cinyvaeB. F. Ragona u coabt. (2010) KkoHCTaTHpO-
BaJIM TMaTTepH-CEHCUTUBHOCTH ¥ 30 % GombHBIX C/I,
E. Fontana u coast. (2004) —y 17 %. B cBs3u ¢ 3TM MBI
oOpailllaeM BHUMaHUE Ha HEOOXOAMMOCTD IPEeIbsBICHUS
Pa3IMYHBIX (POTOCEHCUTHBHBIX ITATTEPHOB IIPU IIPOBE/IE-
HMM 3JIeKTpo3HIIeDanorpadymIecKoro UCCiIea0BaHus BCEM
0oabHBIM C/I.

DddexT runepBeHTUISILIMM Ha DD BapuabeneH. Bos-
MOXHBI POBOKa1Wsl AU (y3HOI armnenTrOpMHOI aKTUB-
HOCTH 1 TIOSIBJIEHYE aTUITMYHBIX a0CAHCOB BO BpeMsI TUIIEP-
BEHTWJISILIVIM, YTO, OTHAKO, HAOJIIOMAETCsI HEYacTo.

B uenom y 60nbHbIX CJI 0OBIYHO KOHCTATUPYETCS He-
BBICOKUI MHIEKC SMUICNTH(MOPMHON aKTUBHOCTHU B MEX-
MPUCTYITHOM TIeproJie, OCOOCHHO B paHHE BO3PAaCTHOM
rpynire u npu peakux npuctynax (R. Guerrini, C. Marini,
2013). B cBsa3u ¢ atum otHecenue CJI B rpyriny anuiien-
TUYECKMX DHIIeaATIONaTUI ITPeCTaBIISIETCS BECbMa COM-
HuTeabHbIM. 1o HameMy MHeHuro, CII — Kiaccuyeckast
sHIIe(aIoNaTUs pa3BUTUS TeHETUYECKOM 3THOJIOTUU.
[Ipu 5TOM YacThbie MMICITUYCCKUE MPUCTYIIBI, UX CTa-
TYCHOE TeYeHNe U SIMWIeNTU(OPMHAs aKTUBHOCTh Ha DT
BEPOSITHO, MOTYT JAOIOJHUTEILHO YXYAIIATh KOTHUTUBHBIC
(yHKIIMU, HO HE SIBJSIOTCS OIPEAC/SIONIMMU B Pa3BUTUU
KOTHUTHMBHBIX HApYIICHWI NPU JaHHOM 3a00JIeBaHUU.
B HoBoI Ki1accubUKaMY SHOUIEITUYECKUX CUHAPOMOB
2022 r. CII oTHOCUTCS K 3HUEe(haIonaTUM pa3BUTHS U BT -
JIETITUYECKOI TeHeTudeckoit atuoyioruu (S.M. Zuberi
U CcoaBT., 2022).

HUkranpnag DII'. UkTanbHbIe XapaKTEPUCTUKU MPU-
ctynoB nipu CII oueHb pa3HOOOpa3HbI, YTO, OE3YCIOBHO,
CBUIETEJILCTBYET 00 MX MATOGhU3MOIOTMISCKOM Pa3InIUH.
Ch. Dravet u coasrt. (2012) Ha 0OCHOBaHUU JAaHHBIX KJIM-
HUKO-3JIEKTpo3HIIehamorpapuieckoro ucciaeaoBaHus,
npoBeneHHoro y 60 6onpHbIX CI B Llentpe Cent IToas
uM. [enpu Iacro (Mapcenb), Bbaeauau 4 BapyaHTa Cya0-
POXHBIX IPUCTYIIOB IPU JAaHHOM CHUHIPOME: «MCTUHHO
reHepaJIu30BaHHbBIC», «JI0KHO FeHePaIM30BaHHBIC» , YHU -
JIaTepaJIbHbIE U «<HeCTAOWIbHBIC CYTOPOKHBIC» IIPUCTYIIBI.
«McTuHHO reHepann3oBaHHbBIE» TOHUKO-KJIOHUYECKUE
MPUCTYITBI XapaKTepu3yloTcst Ha DT mosiBIeHeM reHe-
pajiM3oBaHHOI ObIcTpoil akTuBHOCTH 20—40 i1 HapacTa-
IOIIEeH aMITIUTYbI (TOHUYecKas (paza) ¢ MoCaeIyIoLINMU
PETYJIIPHBIMUA PUTMUYHBIMM MOJHUCHARKAMKU WJIM KOM-
IIeKcaMM MMK—BoJIHA (KJIoHn4eckas ¢dasa). [Tocie npu-
CTyIla B TeYCHUE HECKOJIBKUX YacOB U axe THEM MOXeT
PETHCTPUPOBAThCS BhIPAXKEHHOE 3aMeUIEHNE OCHOBHOM
aKTUBHOCTY (DOHOBOM 3aIlMCH.
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«JIoXXHO TeHepaM30BaHHbIC» CYIOPOXKHBIC IIPUCTYITHI
WMEIOT TUCCOLMAIIAI0 MEXIY KIMHUYECKON KapTUHOMN
U JAHHBIMU UKTanbHOU DI, OHM MOTYT HauMHAThCS
C KJIOHMYECKUX MOAESPTMBAaHUN JIMLIEBONH MYCKYJaTyphl
(0COOEHHO MepPUOPOUTATLHOI ), TOBOPOTA I'OJIOBBI, ACUM-
METPUYHBIX TOHUYECCKUX IIPUCTYIIOB C IOCIEAYIOIIUMHU
KJIOHMYECKMMMU ITOCPTMBaHUSAMMU C TIpeodiafaHueM Ha Ofl-
Hoit ctopoHe. K manHomy tumy npuctynoB Ch. Dravet
1 coaBT. (2012) OTHOCST Y TIPUCTYIIBI C aTBTePHUPYIOLLIM -
MU TeMUKOHBYJIbCHSIMU. OTMEYaIOTCS Pa3IMYHbIC CIIcHA -
puu D3I Bo BpeMsl JaHHBIX TPUCTYIIOB:

Hauano ¢ niud@y3HbIX pUTMUUHBIX MEIJIEHHBIX KOM-
IJIEKCOB OCTpasi—MeJICHHast BOJIHA € MOC/ICIYIONIM T1a-
JIEHUEM aMIUIMTYIBI U 3aTeM MosiBIeHueM auddy3Hoi
OBICTPOI1 aKTUBHOCTH, 3aKaHYMBAIOILIEICST BBICOKOAMILIH -
TYAHBIMU MEUICHHBIMU BOJTHAMMU.

Hauvano ¢ nud@y3HbIX MeIJIeHHbIX KOMILIEKCOB
ocTpasi—MeIJICHHasI BOJIHA C ITOCICAYIONIUM OTYETIMBBIM
npeobIataHueM JaHHBIX TATTEPHOB 110 OMHOM TeMuche-
pe (yHUJIaTepalbHO).

Hauaito ¢ 6unarepaibHbIX, HO aCHHXPOHHBIX, C OTYET-
JIMBBIM aMIUIMTYIHBIM IIpeo0IagaHueM, TTUK-BOJTHOBBIX
KOMILIEKCOB.

BaxxHO OTMETUTH, YTO UKTaJbHBIE 3JIEKTPO3HIIEDa-
JiorpacrYecKre TaTTepHBI «JI0XKHO TeHEePaTN30BaHHBIX»
MPUCTYIIOB Beeraa ounaTtepaibHbl (AU dY3HBI), HO OObIU-
HO HaO0JII0IaeTCcsl UX OTYETIMBAsT aCUMMETPUS C CaMOTO
HavaJja Wiy 1o Mepe MpoaoJLKeHus puctyna. [1pucTtymbt
OKaHYMBAIOTCS TU(PDY3HBIM YILTOIMICHUEM OUO3ICKTPH -
YECKOM aKTUBHOCTH U/WJIN MOSIBJICHUEM BBICOKOAMILIM -
TYIHBIX MEJUICHHBIX BOJIH. OKOHYaHME IIPUCTYIIA 110 TaH-
HbeIM DBOI He Bcerna Jierko onpeaeauTb, OCOOEHHO €ClIu
MPUCTYIT BOBHUKAET BO CHE.

«HecTabunbHble CyIOpOXHbBIE MPUCTYIbI» MOXOXU
Ha «JIOXXHO TeHepaTN30BaHHbIC» IT0 KWHEMATHKE, XapaKTe-
PU3YSICh Pa3TMIHBIMK OMJIaTepaIbHBIMU, HO AaCUMMETPUY-
HBIMM, TOHUYECKUMU M KJIOHWYECKUMU (peHOMEHaMMU,
a TaK>Ke aJIsTEPHUPYIOLIMMU TeMUKOHBYJIbCUSIMU. DJIEKTPO-
sHIedaorpadpuuecKye MposiBIeHUS KpaiiHe pa3HOOOpa3HBbI.
OCHOBHOE OTVIMYME — U3MEHEHUE JIOKATM3ALMK UKTATBHBIX
natTepHoB DI B TeueHUe omHOro rpucTymna. [Ipuctyn mMoxeT
HavaThCsl UKTAJIbHBIM 3JIeKTpO3HIIedaTorpachnIecKmm Iat-
TEpHOM, HaIp1Mep B ITPaBOii BUCOYHOM 00JIaCTH, C TTOCIIETY-
OIIMM PacIIpOCTpaHEHUEM KITePEIH B ITpeeiax CBOSi TeMuc-
(bepbl WM ¢ BOBJICYEHHEM ITPOTUBOIOJIOXKHOTO TIOTyIApys,
WJIU C OMJIaTepalbHBIM aCMHXPOHHBIM PAaCIIPOCTPAaHEHUEM.
OKoHYaHME pa3psiaa MOXET ObITh KaK B 30HE Havaja Ipu-
CTyna, TaK 1 B JIIOOOM JIDyTOM y4acTKe KOPbI, BKJII0Yasl Ipo-
TUBOIMOJIOXHOE TTosyiiapue. [Tyt pacripocTpaHeHUS 3111 -
JIenTU(OPMHOI aKTUBHOCTH BapbUPYIOT OT IPUCTYyIa
K MPUCTYIY Jaxke y OAHOro 1 Toro e nauueHTa. Ch. Dravet
u coanT. (2019) oTMeyalT OTCYTCTBUE Y€TKON KIMHUKO-
3J1eKTposHIIehaorpaduIecKoii KOpPesIy IPY «HECTa-
OMJIBHBIX CYTOPOKHBIX TIPUCTYIIAX».

3

Bo BpeMst MUOKJIOHMYECKMX MPUCTYITOB Ha DDI KOH-
cratupytotcst KopoTkue (0,5—3 ¢) BbICOKOAMIUTUTYIHbIE
pa3psabl TeHepaIM30BaHHOM MUK~ WU MOJUITMK-BOJHO-
BOI aKTUBHOCTH, HEPEIKO ¢ OM(POHTAILHBIM WJIH IIEHT-
paJbHO-TEMEHHO-BEPTEKCHBIM TIpe00IafaHueM C 00erx
cTopoH (puc. 7). B penkux ciaydyasx npoao/LKUTETbHOCTD
pas3psinoB MoxeT noxoauth 10 10 ¢ (R. Guerrini u coaBr.,
2005). ToyHO CMHXPOHU3UPOBATh JAaHHYIO aKTUBHOCTh
C BMUJIENITUYCCKUM MHUOKJIOHYCOM BO3MOXKHO TOJIBKO
IIPY BUACO3JIeKTpOHIIehaiorpadniecKoM MOHUTOPHH -
e C HaJIOXXEeHUEeM MrorpadrIecKuX 31eKTponoB. Cueny-
€T 00paTUTh BHUMaHUE Ha TO, YTO HE BCE MUOKJIOHUTYECKHE
npuctynsl pu C/1 otpaxkarorcs Ha DT, Tak Kak Npu JaH-
HOM 3a00JIeBaHUY BO3MOXEH Y HEAMWICIITUICCKUIA MUO-
KJIOHYc. PeKoMeHI0BaHO 00s13aTeIbHOE HAJIOXKEHUE MHUO-
rpauYecKnX 3JIEKTPOIOB IPU IPOBEICHUM BUICO-
3JIeKTposHIIedaTorpapuIeckoro MOHMTOPUHTA.

ITpu aTunmuHBIX abcaHcax BOZHUKAET nuddy3Has MUK-
BOJIHOBasi aKTUBHOCTb Pa3JIMYHOM CTEIIEHN CUHXPOHU3a-
uu, yacroron 2—3,5 I, npopomkutenbHocThio 3—10 ¢
(Ch. Dravet u coaBr., 2019) (puc. 8). B psine ciydaeB a1ek-
Tpo3HILedanorpachuyecKue MaTTepHbl MOTYT ObITh BECbMa
CXOXMMU C TAKOBBIMU TIPH ACTCKOI aOCaHCHOM 3MUJIeTI-
cuu, Ho npu CJ/I HaGromaeTcst X MEHbIIIasi CHHXpOHM3a-
LIUST U PEryJISIPHOCTb. MOTYT OTMEYaThCs IMOJIMCIaiKu
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Puc. 7. I[layuenm X., 6 nem (mom dce nayuernm, ymo Ha puc. 4).
Juaenos: cunopom Jpaese. Xapaxmep npucmynog: 2eHeparu306anHtole
MOHUKO-KAOHUYECKUe (CepuiiHble, CO CMAMYCHbIM MedeHUem), 6ep-
cueHvle, MUoKAoHueckue. Jleuenue: éaronpoam 600 me/cym, mo-
nupamam 100 me/cym. Dnekmposnyeghanoepagus, 6odpcmeosarue,
DpUmMMUMecKas QGomocmumyssyus, MUOKAOHUMECKUL NPUCMYR:
npu pummuueckoi pomocmumyaayuu Ha yacmome 12 Iy pecucmpu-
PYemcst 8bICOKOAMNAUMYOHBL Oughy3HbLl paspsaod nuK-/nosunuK-
60IHOBOU AKMUBHOCIU NPOOOANCUMENBHOCMbIO 0K0A0 1,5 ¢, Komo-
pulil 3aKanuuaemcs Oug@y3uvim 3ameoneHuem 8 pumme 0eabma.
TIpu sudeoanexkmposnyeparocpapuueckom MOHUMOPUH2E CUHXPOH-
HO ¢ paspsa0om Ha s1eKmposHyedaroepamme 603HUKAeM MUOKAO-
HUMECKULL NPUCIYN, NPOSBASIOUUICS 830PasUBAHUEM NAeH C NeKUM
NPUNOOHUMAHUEM PYK
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Puc. 8. Ilayuenmxa b., 5 nem. Jluaeno3: cundpom /pase. Xapakmep
NPUCMYNOB: anbMepHUPYIOUUe 2eMUKOHBYAbCUBHYIE, Ouramepanb-
Hble MOHUKO-KAOHUYecKUe, MUOKAOHUYecKue. Jleuenue: éarvnpoam
750 me/cym, monupamam 125 me/cym. Dnexmposnyepanoepagus,
bodpcmeosanue, amunuuiblii abCcanc: 8 poHe ommeuaemcs 8bICOK0O-
amnaumyOouslil Oughhysuulii HepeeyasapHblil NUK-/0a0ANUK-80AH080I
pasps0 obuyeii npodoaxcumensHocmoio okono 4 c. Yacmoma nuk-
604H08bIX Komnaekcos cocmaensem 3 Ty. Ileped nauasom paspsoa
OMYemauU80o 3aMemHa pecuoHaNbHasi NUK-60AH08AST AKMUBHOCb
6 1€6bIX 3A0HEBUCOYHBIX OMEEOeHUSX, 3ameM pacnpoCmpaHeHue ee
Ha 6clo negyio eemucghepy u danee oug@ysro. B momenm nosienenus
Ouy3noil snusenmugopmHoil aKMUSBHOCIU HA INeKMPodHUueda-
A02pamme NAYUEHMKA OCIMAHOBUAACD; BO3HUKAU cUNOMUMUSL, Aee-
KUl HAKAOH 20/108bl, eOUHUYHblE NOOEPSUBAHUS 2010801 NO MUNY
«0a—0a» — amunu4Hblii abCaHc ¢ AMOHUYeCKUM U MUOKAOHUHECKUM
KOMNOHEHMOM.

Ilpumenanue: 6 smom cayuae abcarc Mol cuumaem amunu4HbIM,
VUUMbBIBAS] Pe2UOHANbHOE HAYAA0 NO OAHHBIM 31eKMPOdHYuedhano-

epaghuu

B CTPYKTYpe INMUK-BOJTHOBBIX KOMILIEKCOB. OTMedyeHa
Kak 0u(poHTaIbHas, TaK U OMOKLIUITUTAJIbHAs aKLEHTY-
auys 1udhy3HBIX TMK-BOJTHOBBIX ITATTEPHOB ITPY aTUITY -
HbIx abcaHcax y 6oabpHbIX CJI (T. Ohki u coaBrt., 1997,
H. Oguni u coasr., 2001). Hepenko KoHcTaTupyeTcs OT-
YETJIMBOE PErMOHaIbHOE Hadyajao AudGy3HBIX pa3psaoB
(KaK MpaBWJIO, BapbUPYIOIIEe OT MPUCTYIA K IIPUCTYITY),
a TakKe aMIUIUTyIHasl aCUMMETpPUsI TTMK-BOJTHOBBIX MaT-
tepHoB (K.}O. MyxuH, 2011).

HxkranbHble a5eKTpoaHLedanorpagpuieckue narrep-
HbI (POKATBHBIX IPUCTYIIOB MOTYT HAYMHATHCS M3 JIOOHBIX,
BMCOYHBIX WJIU, peXe, 3aTBUIOYHBIX OTBEACHUI, TIPUIEM
y psina GOJIbHBIX MX HAaYaJI0 MOXKET MEHSTBCS OT IIPUCTYIa
k npuctyny (P. Giovanardi-Rossi 1 coast., 1990). B Heko-
TOPBIX CJIydYasiX MKTaJlbHble maTTepHbl DD MoryT OBITH
OunatepaJbHBIMU C OTYETIMBBIM OJHOCTOPOHHUM IIPEO0-
OnamaHueM.

[pu yHMIaTepasbHbIX MPUCTYIIAX UKTAIBHbIC 3IEKTPO-
sHiledanorpacdIecKre MaTTepHbl, Kak MpaBUJIo, JaTepa-
JIN30BaHBI IT0 KOHTPAJIaTepabHOI IPUCTYITYy TeMuchepe,
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HO B OTJIJbHBIX CTyJasiX MOTYT ObITh U I PY3HBIMU C O]~
HocTtopoHHUM TpeodiaagaHueM (Ch. Dravet u coaBr., 2019).
TunuyHo Havajo npuctyna Ha DI ¢ pa3psiga ounare-
PaJbHBIX TUIIEPCUHXPOHHBIX MEUICHHBIX BOJIH (C aKIIeH-
TOM B IIepeIHUX OTAeIaX) yacToToit 2—3 Ii1 ¢ OTYeTIMBBIM
aMIUTUTYIHBIM MpeobjagaHueM OT KOHTpaslaTepalbHOMI
MPUCTYIy TeMucdepsl, ¢ MOCASAYIOIIUM 3aMellleHeM
OBICTPOBOJTHOBOI aKTUBHOCTBIO YacToTol okojo 10 Ii,
00BIYHO TaKKe OujaaTepalibHOM, HO aCUMMETPHYHOM
(M. Koutroumanidis, 2018). Pexxe oTMeuaeTcs 4eTKoe
OIHOCTOPOHHEE HayaJIo IIPUCTYIIA 10 JAHHBIM 3JICKTPOIH -
tedanorpadum, ¢ MOsIBJICHUEM PUTMUYHOI ITMK-BOJHOBOM
AKTMBHOCTH, OOBIYHO JIOKAJTM30BaHHOM 110 JIOOHO-1IEHT-
paJIbHBIM OTBEICHUSIM YHUJIATEPAIBbHO (Ha IPOTHUBOITOOXK-
HOM CTOpOHE KJIMHUYECKON MaHMeCcTalluy IIPUCTYIIA).
ITo Mepe nponorkeHus IPUCTYIIa JaHHAst aKTUBHOCTh MOYXKET
YepenoBaThcsl ¢ OBICTPOBOHOBOIM aKTUBHOCTBIO WJIM KOPOT-
kumu niepuogamu yromeHust 991 (M. Koutroumanidis,
2018). JlaTtepanu3oBaHHOE 3aMeIJIEHUE OObIYHO PETUCTPU-
pyeTcsl B TeUeHUE HECKOJIBKMX THEM Mocie MPOaoJIKI-
TeJBHBIX YHWJIATePaIbHbIX IIPUCTYITOB, 0OCOOCHHO IpOTe-
Kalouux ¢ mape3omM Tomna.

ToHuyeckre MPUCTYIIBI MPOSBAAIOTCSA Ha DO KOopoT-
KUM TI€PUOIOM YILIOIIEHUSI OMO3JIEKTPUIECKON aKTHB-
HOCTH C TIOCJIEAYIOIIMM BO3HMKHOBEHUEM HU3KOAMILIM -
TYAHOU OBICTpOl aKTUBHOCTU vacToToit 8—10 Iix
(R. Nabbout, 2017). BoamoxkeH BapuaHT, KOraa MpUcTyIl
HaunHaeTcsl Ha DOI nuddy3HOil BEICOKOAMILIMTYIHOMN
OBICTPOIf aKTMBHOCTbIO C IOCIEAYIONIUM YILIOIIEHUEM
(2JIEKTPOACKPEMEHT) B TeUeHUE 2—3 C UM MOSIBICHUEM
KOPOTKUMX HEPETYJISIPHBIX Pa3psiIoB BBICOKOAMILIUTYTHBIX
MEJICHHBIX BOJIH 110 BCEM OTBEIEHMSAM, MHOTA YEPEIy-
IOLIUXCS ¢ HU3KOAMILIUTYIHbIMU crnatikamu (K.FO. My-
xuH, 2004; H. Oguni u coasr., 2001).

DNUIESTITUICCKUIM CTATyC <«3aTOPMOXEHHOCTU»
(“obtundation status epilepticus”) xapakTepu3syeTcs Hapy-
IIEHUEeM CO3HAHUS Pa3IMIHOM CTENIEHU MHTEHCUBHOCTH,
OTCYTCTBUEM WJIN 3aMEIJIEHHOCTBIO peaKIIMK Ha OKpYyKa-
IOIIMX, OTCYTCTBMEM KOHTAaKTa, B TOM YMCJIe U PEYEBOIO
(Ch. Dravet u coasr., 2019). ITpu 1TaHHOM COCTOSIHUU BO3-
HMKAlOT aTUIIMYHBIC a0CAHCHI B COYETAHUHU C STTMICTITHYC-
CKUM MHOKJIOHYCOM M, PEXKe, C KOPOTKUMU TOHUIECKUMU
npuctynaMu. B MomeHT ctatyca Ha D3I peructpupyercs
BBICOKOAMILIUTYIHAS 1 dy3HasT HUBKOCUHXPOHU3UPO-
BaHHAasI MeJUICHHAsI aKTUBHOCTD (HEPEIKO C ITOJIHBIM 3a-
MEILEHUEM OCHOBHOI aKTMBHOCTU (hOHOBOM 3aluCH),
yepeaylomascss ¢ HU3KOAMIUIUTYIHBIMU cHalikaMu
Y OCTPBIMU BOJIHAMU, TIEPUOANIECKI (DOPMUPYIOILIAsT ITUK-
BOJIHOBBIE KOMILJICKCHI, BO3HUKAIOIIUE MYIBETUPETOHATb-
Ho (vame) uiau auddysHo. OTMevaeTcs npeodiagaHue
MaTOJIOTMUECKMX IJIEKTPO3HIIehaorpachnIecKrX marTep-
HOB B JIOOHO-1IEHTPaJbHO-BEPTEKCHBIX OTBEACHMUSIX
(M. Koutroumanidis, 2018). B HeKOTOpbIX clTydasix KOH-
cratupyetcs nuddy3Hast MeUIEHHOBOJHOBAsI aKTUBHOCTb,
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a HM3KOAMIUIUTYAHbIC CITAiK1 3MM30AMYECKU 3aMETHBI
TOJIBKO B NepeaHux otBeneHusx. H. Oguni u coast. (2001)
onucanu npeodagaHue MeIJIEHHOBOJIHOBOM aKTMBHOCTH
B 3aIHUX OTBEIECHUSIX Y HECKOIBKMX 001bHBIX CJI BO Bpe-
M ctaryca. IlaTonornueckue narrepHbl DII nipu amu-
JIETITUYIECKOM CTaTyCe «3aTOPMOKEHHOCTI» MOTYT He TIpe-
TepIIeBaTh KAKMX-I11M00 M3MEHEHMUI, TTPOIOJIKAsICh YacaMu
U THSIMU, IIPAYEM TIpsIMast KOPPEISIIUS MEXIy TPUCTYIIa-
MM, BOBHUKAIOIIMMU B TIEPUOJ, CTaTyca, U pe3yJibTaTaMU
O3OI' B 3TOT MOMEHT Hepenko orcyTcTByeT (M. Bureau,
B. Dalla Bernardina, 2011).

MenienHoBoHOBasg akTUBHOCTh. Ch. Dravet u coasT.
(1992) onucanu y 6oabHbIX CJI MOsIBJIEHUE MTepruoauye-
CKOIl pUTMHUUYECKON TeTa-aKTMBHOCTU YacToToit 4—5 Ii1
¢ IpeobJIafaHueM B LIEHTPaIbHO-ITapUeTaTbHbBIX OTBEIE-
HUSIX WIM OT BepTekca. [laHHas aKTUBHOCTh YMEHbIIIAeT-
Cs1 WIM OJIOKMPYETCS TTOJTHOCTBIO TTPU 3aITUCHU C OTKPBITHI-
MM TJIa3aMM U, KaK IpaBWIO, 3aMETHA y OOJIbIIIMHCTBA
MalMEeHTOB yKe C caMoro Havasa 3abojieBaHust (M. Bureau,
B. Dalla Bernardina, 2011). BMecTe ¢ TeMm, no TaHHBIM
R. Nabbout (2017), TeTa-aKTUBHOCTb B LIECHTPaJbHO-BEP-
TEKCHBIX OTBEICHMSIX OoJiee XapaKTepHa ISl MallMeHTOB
CTapIIero IeTCKOTo BO3pacTa U B3POCIIbIX.

IIponokeHHOE permoHaNbHOE 3amMemieHue Ha DT
MOXET PETUCTPHUPOBATHCS TTOCTIE TSKEIIBIX CEPUITHBIX 31T -
JIENITUYECKUX TTPUCTYITOB (0COOEHHO TeMUKOHBYJIBCUBHBIX
¢ mape3om Toama) B Te4UeHUE HECKOJIBKUX THEH WU Taxke
Hezneab. Hanmnure cToiikoro npoaokeHHOTO perMoHal b-
HOT'O 3aMeIJICHUS B COYETAHUU C PETMOHAIBHOM SITHJIETI -
TU(HOPMHOI aKTUBHOCTBIO BOBMOXHO Y HEOOJIBIIION TPYII-
bl MALIMEHTOB, MUMEIOIIUX JTOKAJIbHBIM CTPYKTYPHBIN
JIedeKT Mo3ra 1o TaHHBIM HeMpPOBU3YyaIU3alli, OMHAKO
TpedyeT auddepeHLIMaIbHOrO AMarHo3a co CTPYKTYpHOI
doxkanbHoit anuiencueit (K.KO. MyxuH u coasr., 1997).
Taxcke 1mocJie UIMTeIbHBIX OUIaTepabHBIX TOHUKO-KIIOHU -
YEeCKUX IIPUCTYIIOB B TEYCHME HECKOJIBKUX YaCOB MJIM CYTOK
HepenKo KOHCTaTupyeTcst auddy3HOe 3aMeIIeHIe OMO3JIeK-
TpudecKoii aktuBHocTH (M. Koutroumanidis, 2018).

Junamuka 3j1ekTposHuedasorpapnyecKux naTrepHoB.
ITpu CJI maronorndeckasi akTuBHOCTb Ha DD mpeTepre-
BaeT OTYCTVIMBbIC U3MEHEHUS B pa3IMIHbIC CTaIUK 3200-
JleBaHMsA. Ha caMbIx HayaJbHBIX 3TaIlax ompenessieTcs
JIMIIIB JIETKOE 3aMeUIEHIE OCHOBHOM aKTUBHOCTH (hOHO-
BOI 3aIlMCH, a TaKXKe TeTa-aKTUBHOCTh B IIEHTPaJIbHO-
IMapreTaIbHO-BEPTEKCHBIX OTBEIECHUSIX, BO3HUKAIOIIASI
npu 3akpbiBanuu 11a3 (M. Bureau, B. Dalla Bernardina,
2011; K.E. Misulis, 2014). ITpu aTom anuientudopmMHas
AKTUBHOCTb B MEXIIPUCTYITHOM IIEPHOE MOXET IOJTHO-
CTBIO OTCYTCTBOBATb.

Hanee nosiBasiercst nuddys3Has sanunentudopmMHas
aKTUBHOCTb, HapacTarolias Bo cHe. C TedeHueM BpeMEH
Ha D3I Bo3HMKAIOT Bce 00Jjiee YCTOMUMBLIE perMOHATbHBIE

Puc. 9. l[layuenm b., 11 aem. Juaeno3: cunopom Jpase. Xapaxmep
NPUCMYNO08: 8 HACMOsUWEe BPeMs. OMMEHAIOMC MUOKAOHUUECKUe
npucmynsl, a maxice pedkue PoKaibHvle MOMOPHbIE C NEPEXo0om
6 bunamepansHole MOHUKO-KAOHUUECKUe (MOAbKO 80 CHE, 8 OCHO8-
Hom npu eunepmepmuu). Jlewenue: éanvnpoam 750 me/cym, monu-
pamam 200 me/cym. Dnexmposnyeghanoepagus, cou: 6 600pcmeo-
6anuu 3nusenmugopmuas akmueHocms omcymcemeyem. Bo che
ommeuaromess pedkue ougghysuvle Kopomkue, HU3KOU CmeneHu
CUHXPOHU3AYUUU, pa3ps0bl NOAUNUK-80AH080L akmuerocmu. TIpo-
doaxcumenvHocms  OUPPY3H020 NOAUNUK-BOAHOB020 pA3PA0a
Ha npedcmasAeHHOl FnoXe 3anUcu 3NeKmpoIHUeParoepammol co-
cmaensiem okon0 1 ¢

aMIenTU(OPMHbBIE TTATTEPHBI, KOTOPHIE TIPU OOJIBIION
MPOIOJKUTEIEHOCTH 3a00JIeBaHKSI MOTYT TTOJTHOCTBIO BbI-
TecHUTH reHepanuioBaHHble (K. FO. MyxuH u coasr., 2014;
Ch. Dravet u coasrt., 2009). BaxkHO OTMETUTb, YTO C BO3-
pacToM (y AeTeli cTapiliero Bo3pacta U B3pOCIbIX) MHIEKC
BIMWIENTUHOPMHON aKTUBHOCTH CHIZKACTCSI, U Y HEKOTO-
PBIX TTAIIMEHTOB MTaTOJIOTMYeCcKask aKTUBHOCTh ITOJTHOCThIO
MCYe3aeT B MEXKITPUCTYITHOM TIEPUOJIE WY STITU30IMICCKU
peructpupyetcs auiib Bo cHe (Ch. Dravet u coaBr., 2019)
(puc. 9). Y nonasisoniero 00JbIIMHCTBA MOAPOCTKOB
1 B3pocibix ¢ CJI ITocTeneHHO HapacTaeT 3aMeIJICHUE OC-
HOBHOI aKTMBHOCTH (POHA C 3aMeIlleHUEM TeTa-pPUTMOM
(C.B. Catarino u coaBrt., 2011). BaekTposHuedanorpadu-
YyecKasl CTPYKTypa CHa, KaK ITPaBUJIO, OCTAETCs COXPAaHHOIM
Jlake TPy JUTUTeIbHOM TedeHUU 3a0oseBaHust. C BO3pacToM
CTAaHOBATCS MEeHee BhIpaXKCHHBIMU (POTOCEHCUTUBHOCTh
1 HaTTePH-CEHCUTUBHOCTb, KOTOPbIE KOHCTATHPYIOTCSI
y 60J1bHBIX TTOCIe 18 et ik B 12 % ciyvaes (M. Bureau,
B. Dalla Bernardina, 2011).

OTYeTIMBOE 3aMeUIEHIEe OCHOBHOI aKTUBHOCTHU (hO-
HOBOI 3aIMCH, IpeodJIafaHre MYIBTUPETMOHATLHOM J1T1 -
JIenTU(hOPMHOI aKTUBHOCTH, PETUOHAILHOE 3aMeIICHUE
Y BBIpaKeHHas1 (POTOCEHCUTUBHOCTD (IIATTePH-CEHCHUTUB-
HOCTb, (peHOMEH ayTOMHIYKLIMN) — HauboJjiee MPOTHOCTH -
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Puc. 10. [1layuenm K., 4 eoda. Jluaenos: cunopom Aneeavmana. Xa-
PaKmep NPUCIYN08: MUnU4Hble GebpunbHble, PoKanbHbie MOMOPHbIE
sepcusHbvle, AMUnUYHbIe AOCAHCH, MUOKAOHUYECKUE, AMOHUYeCKUe.
Jleuenue: sarvnpoam 600 me/cym, smocykcumud 500 me/cym, Ka0-
bazam 10 me/cym. Daekmposnueganroepagus, 60dpcmeosanue
(UHMEPUKMANBHO): PecUCmPUpyomcs OaumensHvle npodecu MoHO-
MOP@HOU  BbICOKOAMNAUMYOHOU — mema-/0eabma-aKmueHocmu
C GKAHOUEHUEM HUZKOAMNAUMYOHBIX CHALIK08 («3y0uamulil deabma-
nammepH») 8 3aMulA0HHbIX OMEEOCHUSX OUAAMEPANbHO («OKUUNU-
manvhblil deavma-nammepr»). Cnaiikosbslii KOMNOHeHm 601ee 8bl-
Padicer cnpasa

yecku HeonaronpusTHble TaTrepHbl DDI pu CJ1 (E Ragona
u coaBT., 2011; N. Specchio u coasr., 2012).

C uenbio nuddepeHInaIbHONR IMaTHOCTUKY TTIPUBO-
oM DT manyeHToB ¢ 2 IpyTMMU TeHeTHYeCKUMU (pop-
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Puc. 11. llayuenmka H., 6 aem. Huaenos: PCDH 19-anunencus
¢ cepuilnbimu npucmynamu. Xapakmep npucmynog: @epcusHwle,
OunamepanvHvle MOHUKO-KAOHUYECKUE, ANbMEPHUPYIOUWUe 2eMi-
KOHBYIbCUBHbIE, MUOKAOHUUECKUe, moHuuecKue. Jleuenue: 6anbnpo-
am 750 me/cym, 3onucamud 175 me/cym, nepamnanen 6 me/cym,
Kao6azam 12,5 me/cym. Daekmposnyeganroepagus, cou: upeamep-
Hoe yobicmperue pumma (6030eiicmeue den3oduazenuros). Coxpan-
Hocmb ghuzuonoeuteckux nammepHos cha. Ommevaemcs ouggys-
Hblil pasps0 NUK-804HO80U AKMUBHOCMU HEBbICOKOU CmeneHu
CUHXPOHU3AYUU, NPOOOANCUMENbHOCMBIO Yymb Oonee I c. B nauane
dugpghy3Hoeo pazpsoa peeucmpupyemcs pecuoHaNbHASL NUK-801HO-
8451 AKMUBHOCMY 8 NPABBIX 3AMbLAOYHBIX OMEEOCHUSX

u PCDH 19-mytanueii ([IpaBe-1mogo0HbI CUHAPOM Y JIe-
BOuYeK, neuiut nmporokagepuHa 19) (puc. 11).

Cnucok aumepamypsl K enage Haxo0umcs 6 pedaKyuu

MaMM SIWIeTICUU: CUHApOoMOM AHreiabMaHa (puc. 10) U Moxcem 6vims nPedocmasnex no 3anpocy.

- 0T PEAAKLUUMU

10 mas 2025 r. ywina u3 xu3uu Wapnotta [lpase (Charlotte Dravet, Mapcenb, OpaHumsa) — npo-
deccop, NcuxuaTp, AeTCKA HEBPONOT, SMUNENTONON, NoYeTHbIA KoHcyAbTaHT Policlinico A. Gemelli
8 Pume, npe3ngent Opanuy3ckoii iurv npotus snunencum (Ligue Francaise contre I'Epilepsie, LFCE)
1 uneH Komuccun no Knaccudukaumm pa3nuyHbIX BULOB snunencuit Mex ayHapoAHoii npoTuBo3nu-
nentuyeckoii nurn (International League Against Epilepsy, ILAE), Hawa konnera 1 6au3kuii Apyr.

Mpodeccop LLapnotTa [lpaBe nonyuuna BcemupHyto U3BECTHOCTb Mpexne Bcero bnarogaps
OnMcaHuio (uHapoma [lpase, Ha3BaHHoro ee MMeHeM. CMHApoM [lpaBe NPU3HaH OHUM U3 CaMbIX
TAXENbIX SNUNENTUYECKX CUHAPOMOB B JIETCKOM BO3pacTe.

Bypyun Ha neHcm, OHa 0 NOCNERHIX AHe XU3HY Npogomkana pabotaTb Bo OpaHLwm v Uranuu.
bnaronapa MHoroneTHeMy COTPYAHUYECTBY MHOTIE HaLLI NaLMEHTbI C CMHApOMOM [ipaBe v Apyrumu
TAXENbIMU GOpMaMK 3NUNEeNncun CMOIMKM NOAYYUTL peKomeHaaLmio fokTopa LWapnotTsl [pase.

Mpodeccop [lpaBe mHoro pa3 nocewana MHCTUTYT feTckoii HeBponoruM v 3nunencuu
um. (BATUTeNA Jlyku, KOHCYNLTUPOBaNA HaLLIMX NALMEHTOB, BbICTYNana ¢ nekuuamu. OHa bbina Heo-
6bIKHOBEHHO J06PbIM UeNOBEKOM BbICOKOIA HDABCTBEHHOCTM W AYXOBHOCTM. K KOHCYNbTaLMM Kax-
JI070 NaLveHTa OHa NOAX0AMNa TBOPYECKY 1 Iy6OKo, HaX0fMNa C0BA yTellleHns, BCeNAna Hajexay,
paccka3biBana 0 Haubonee 3Q¢eKTUBHbIX METOLAX NeUeHUs, CYLLIECTBYIOLUX B MUpE.

NMpodeccop [lpaBe MHOTME robl BXoAUNA B peAaKLMOHHbIil COBET «PYCCKOTO ypHana AeTcKoii
HEBPOOTMH»,

LLlapnomma [pase c compyOHukamu WHcmumyma demckoli
Hesposouu u snunencuu um. (eamumens JIyKu Ha Korpeperyuu
8 HuxHem Hoszopode (utoHb 2017 2,)
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«OmKpbieas Hoble 20pU3OHMBL 8 KAUHUMECKOU NPAKmMuKe HeuH8a3ueHoil namozenemuyeckol mepanuu CMA 5¢» — cum-
no3uym ¢ maxum nazeanuem cocmosiaca 6 pamkax IX Hayuno-npaxmuueckoti konghepenuyuu Accouuauuu 0emcrkux Hepoao-
206 8 ooaacmu muoaocuu «HEOMHO» «Omkpoieas HoGble 20pU30OHMbBL> C MeHCOYHAPOOHbIM yHacmuem. Meponpuamue
npoutro 6 Mockee ¢ 17 no 19 anpeas 2025 2. B pabome xongepenuyuu npunsiu yuacmue Cneyuaiucmol U3 pazAuiHslx pezuo-
Ho6 Poccuu u cmpan CHI (ouno u 6 gpopmame onaaiin).

B pamkax cumnosuyma oocysycoaauce docmuxcenus 8 ouazHocmuKe CRUHAALHOU MbluleMHOl ampogyuu 5q, cé63anHbLe
C GHedpeHueM HeOHaMAAbHO20 CKPUHUHEA, U NPEUMYUECINEA HAYAAA AeHeHUSA Ha 00CUMIMOMAmu4ecKkoll cmaouu, Komopoe
CMA10 603MONCHLIM UMEHHO 0.1a200aps COBEPULEHCMBOBAHUIO PalHell duazHocmuku 3aboaesanus. Paccmampusaauco éonpo-
cbl I hexmuenocmu u nepeHOCUMOCIU NAMOEHEMUMECKOll Mepanuu CRUHAAbHOU MbluevHol ampoguu 5q ¢ aKuyenmom
Ha npeumyuwiecmea HeuHea3uGHoI mepanuu nPenapamom pucouniam.

Modepamopom cumnosuyma cmaa npezudenm Accouuayuu 0emckKux Hegpon02oe 6 ooaacmu muorocuu «HEOMHO»,
Pykosodumensv Poccuiickozo 0emckozo HepeHo-MbLutenH020 ueHmpa, 6e0yuiuti HaAy4Holll COMpPYOHUK OMOeAd NCUXOHEBPOA0UU
u snuaenmoaoeuu Hayurno-uccaedosamenvcrkozo kaunuueckozo uncrmumyma neduampuu u demckoil xupypeuu um. IO.E. Beav-
muwesa PIAOY BO «Poccuiickuii nauuonaavnolii uccaedosamenvckuii meouyunckui ynueepcumem um. H. H. Ilupozosa»
Munsdpaea Poccuu, douenm xaghedpot Heepoaocuu, neipoxupypeuu u meouuyunckou cenemuxu um. axao. JI.0. badaarana
neduampuueckozo gaxysomema OIAOY BO «Poccuiickuti HauUOHAAbHLLI UCCACO08AMEAbCKUI MeOUUUHCKUI YHUBEPCUNEm
um. H. H. Ilupocosa» Munzdpaea Poccuu, k.m.n. JImumpuii Baaoumuposeuyu Baooaeey.

Kaunuueckuii cayuaii no nepesody nayuenma Ha HeuH-
GA3UBHYIO NAMO2EHEMUMECKYI0 MEPANUI0 CRUHAAbHOU Mbl-
weunoii ampogpuu (CMA) 5q npedcmaeuaa 3asedyrowas
Heapoaocuneckum omoeaenuem I'bY3 HO « Huxcezopodckas
obaacmuasn demckas KAuHuueckas 60AbHUUa», 8pav-Heepo-
402, 8pay pusu4ecKoii u peaduiUMauuoHHoU meduyunsl
Tamvana Andpeesna Camodhaa.

JlaHHBIN KIMHUYECKUI Cydail MHTepeCceH, Mpexie
BCEro, CEMeHBIM aHaMHE30M. B 3Toii ceMbe 2 cecTphl
(c paznulieit B Bozpacte 5 et — 2005 u 2010 . p.) cTpanaioT
CMA 5q 3-ro Tuna, ¢ aHaJIOTUYHBIM TeYEHUEM 3a00JIeBa-
HUS. B JTaHHOM KJIMHMYECKOM IIPUMEPE Mbl paCCMaTpH-
BaeM MCTOpHIO 00JIe3HM MJIAIIIEH CeCTPhl M 00CYyKIaeM

CJIeAYIONINEe OCHOBHBIE BOITPOCHI: KaKue (GakTOphI MPUBE-
JIV K PELIEHUIO O CMEHE MMaTOreHETUYECKOM Tepanuu (Te-
pexojie Ha IepopabHbIA IpUeM pUCIUIIIaMa) y JaHHOIA
MallMEHTKU U KaK JOJIKEH BBICTPAUBAaThCS KOHCEHCYC
MEXIY METULIMHCKUMU CIIELIUATUCTAMU U CEMBEIA.

KnuHuyeckuni cnyyait

Mnaowas cecmpa (2010 e. p.) podusace om 2-ii bepemer-
Hocmu, npomekasuieii 6e3 ocobeHHocmell, 2-X CPOUHbIX Ca-
MOCMOSIMeNbHbIX P0008, Macca meaa npu poxicoeruu — 3250e,
oyenka no wikane Aneap — 8/9 6annos. MomopHoe u peuegoe
paszsumue do 1,5 200a coomeemcmeosano 6o3pacmy (Ha4ano
camocmosimenvHoil xo0vowt nocae 1 eoda 2 mec). C 1,5 eooa
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OmMeueHa MaHugecmayus 08uamenbHbIX HapYUeHUil: caa-
bocmb 6 Ho2ax, YMOMASEMOCHb NPU 08ULAMEAbHOU AKMUG-
HoCmu, UsmMeHeHue cmepeomuna noxooku. B 2 zo0a desouky
8nepable 20CRUMANU3UPOBANY 8 HeBPOA0UHECKOe OmdeleHue,
2de y Hee bblna duaenocmuposana CMA 5q 3-eo0 muna (dene-
yus ax3ono8 7—8 eena SMN 1, 3 konuu eena SMN2). C 3 aem
OMMeUeHO YCuneHUe 08ULAMENbHbIX HaPYUeHUil: Hapacmanue
c1abocmu 8 HUINICHUX KOHEHHOCMSX, boaee yacmole nadeHust
npu xo0vbe, NOABUAUCH MUONAMUHECKUE NPUEeMbl NPU 6CMA-
8aHuu c noaa; 8 7.1em — nomeps ambysamoprocmu (degou-
Ka nepecmana camocmossmenvro xooums). Ilamoeenemuue-
ckas mepanus (npenapam HycuHepceH, UHMpameKalbHoe
86edenue) navarace 6 eospacme 11 nem (Ha smom smane
Y hayuenmiu yice 0blia ympaveHa amoyaamopHocms u cgop-
MUposarucy epybvle opmoneduteckKue 0CA0NCHeHUs, 8 MOM
yucae co cmopousl no3eoHoyHuKa). Ha momenm nauana na-
moeeHemu4eckoll mepanuu NOKAa3amenb no pacuiupeHHoll
wKane OyeHKU MOMOPHLIX PYyHKUUI 60AbHULbL Xammepcmum
(Hammersmith Functional Motor Scale— Expanded, HFMSE)
cocmasun 14 6a1108, nokazamens no NepecMomMpeHHoOMY MO-
0yA10 OYeHKU 08UaMENbHOU (PYHKUUU 8ePXHUX KOHEUHOCMell
(Revised Upper Limb Module, RULM) — 26 6aanos. Ha ¢ho-
He 1-e0 amana namoeenemuueckoii mepanuu (¢ 11 0o 14 aem)
npu HabawOeHuu 8 OUHamMuKe Oblaa OMMeYeHa HeKomopas
noaoXcUmenbHas OUHAMUKA 6 08UamMenbHOIL chepe: OueHKa
no HFMSE — 16 6annoe (+2), ouenxa no RULM — 29 6an-
106 (+3); desouia Hauanra camocmosmenbHo cadumbCs U3 no-
AOJCEHUSL 1eXHCA, CAMOCMOSIMENbHO Hadegamb 00excdy Ha
BEPXHIOI0 HACMb MeNd, NePeMeujamspCs U3 Kpecia-Kamanku
Ha kposams. OOHAKO, HECMOMPSL HA YKA3AHHbIE NOAONCUMENb-
Hble UBMEHEeHUsl, OMMEeUAN0Ch NPOSPECCUPOBAHUE BIMOPUHHBIX
opmoneduueckux 0cA0XcHeHuil (epybas cKoAuoOmu4eckKas
dehopmauyusi NO360HOUHUKA, ceubamenvhble KOHMPAKMYPbL
KOAEHHbIX CYCMAB08), NOSBUAC XPOHUYECKULL 601e80li CUH-
dpom (60au 6 chuHe 8 NoA0NCEHUU CUOSL — OCHOBHOM NOA0JICE-
HUU Yy OQHHOI NAUUEHMKU), A MAKICE CUMNMOMbL KOMOPOUO-
H020 MpeoicHO-0enpeccusno2o paccmpoiicmea. Ilosmomy
npu oyepedHoli NAAHOBOU 20CNUMANU3auuU 0esouKa U ee
Mamb 0MKA3aAUCh 0m 0asbHeluee0 UHMPAMeKanibHo20 66e-
deHus npenapama u HACMAUBAAU HA nepexode HA HeUHBA-
3ueHyr0 mepanuto (npenapamom pucouniam). Bozpacm na-
yueHmku Ha mom momernm cocmagun 14 aem. Ilocaednee
86edeHUe HycuHepceHa 6bia0 npogedero é cenmsbpe 2024 e.
(6ceco evinoaneno 14 esedenuii npenapama). B oxmsaope
2024 2. cocmosincs 8pauebHbLil KOHCUAUYM ¢ yuacmuem § pas-
HbIX CReUUANUCmos (8KAI0HAsI 0Opmoneoa, Helpoxupypea u me-
duyunckoeo ncuxonoea). Ilauuenmia npedesensina #aiobv
Ha npogpeccupyrouiee 0epanuterue 08uamenbHol aKmueHo-
Cmu, 8bIPANCEHHYI0 deghopmayiiio NO360HOUHUKA, 60U 8 CRU-
He 8 noaoiceHuu cuos (6e3 604U Moera Haxo0o0UmsCs 8 SMoM
nosaoxcenuu 0o 30 mun). B Heaponoeo-opmoneduueckom cma-
myce: KOCHUMUBHBIX U PEYeBblX HAPYUEHUI He 8blsiGAeHO.
B momopHoii cpepe: oepanuuen obsem 08UNCEHULL 8 8EPXHUX
U HUMICHUX KOHEUHOCMSX, 08U2amenbHble nepexodbl 8 npede-

AGX Kpoeamu NAuUeHmKa ocyujecmensnem Kpaiine 02paHu-
YEHHO U HYHCOAemCst 8 NOMOWU 83DOCA020; CAMOCHOSLMENbHO
He cadumcs; noaocenue cuds noddepicusaem b6e3 0epanu-
YeHus: 60 @pemeHU (npu ucnoavsosanuu kopcema Illeno);
CamMoCmosimenpHo He 6cmaem, NoAoNCeHue cmosi ¢ hoodep-
JHCKOIL 83POCA020 HE YOePICUBAen; OMMeUaromcest ceubamens-
Hble KOHMPAKMYPbl KOACHHbIX CYCMAB08; CYXONCUAbHbIE Pegh-
JeKcbl He onpedeasiiomcst. Myabmucnupanbhasi KOMRblomepHast
momoepaghus no3eoHouHuKa om okmsaops 2024 e.: kapmuna
8bIPAJICCHHO20 POMAalUOHHO20 S-00pa3noeo ckoauosa IV cme-
nexu (3Ha4UMeAbHO 3ampyoHAUWe20 NOUCK docmyna
05 uHmpamexkanvHoeo 6éedenust), spina bifida S1, evipa-
JHCeHHOU Kocoll degpopmayuu epyoHOIl KaemKU. DaeKkmpoKap-
duoepagus: npedcepOHblil YCKOPEHHbLI pumm, 4acmoma
cepdeunbix cokpaujeruil — 95 yo/mun, HopmaavbHoe noaoxce-
Hue aneKmpu4eckoll ocu cepoya, 8vicokuii 3ybey, R 6 omee-
Oenuu V6 (céa3anHbLil ¢ PenO3ULUOHHIMU USMEHEHUAMU —
depopmayueil epyoHoil KaemKu), U3MEHEHUe NPOoUeccos
penoaspusauuu (cHudiceHue amniumyow 3youa T). Ixokap-
duoepagusi: npusHaKu OUA2oHANbHOU MpabeKyabl NoA0OCHU
ne6020 xncenyoouka. Uccredosanue pyHkuyuu eHeuineeo Obl-
XAHUSA: HEKOPPEKMHOE 8bINOAHeHUe NPOObL ¢ POPCUPOBAHHBIM
6b100x0M. Umnynvchas ocuyurromempus: HeborbULUe HADY-
WeHUs. nPpoxXoouUMocmu ObIXAMeAbHbIX nymeli nepugepute-
ckoeo muna. Koncynbmauyus MeOUyUHCK020 NCUX0A02a: IMO-
YUOHANbHAs chepa ¢ GbICOKUM MPEBONCHBIM U 0enPecCUBHbIM
Komnonenmamu. Pexomendosanvt daumenvhoie 3aHamus
C NCUXO0A020M U peuleHue 80NPoca 0 HA3HAYEHUU MeOUKAMEH -
mo3sroli mepanuu. Ha ocnosanuu noayvenuvix 0aHHbix ycma-
Hoenen Kaunuueckuil duaenod: CMA 5q 3-eo muna. Ouyenka
no HFMSE — 16 6aanos, ouerxa no RULM — 29 6annos.
OcCn0xcHeHUsL OCHOBHO20 OUACHO3A: HEUPOMbLULEHHbLI NPO-
epeccupyrouuti epydonoscHuyHblil Kugockoauos 1V cmenenu
no Yakauny, epybas deghopmayus epyoHoii kaemku, 8blpa-
JICeHHblIl nepeKoc masza énpaeo, spina bifida S1, ccubamens-
Hble KOHMPAKmypol KOAeHHbIX Cycmagos. Conymcmeyouuil
Ouaeno3: MUoOnus cpeonell cmeneHu msaxcecmu oboux anas,
CMeUanHHOe MPEBOICHO-0ENPECcCUBHOe PACCMPOICMEO.

Kaxkwue (pakTopbl prBeIn K pEIICHUIO O CMEHE ITaTo-
TeHeTMYECKO Teparuu?

B doxkyce obcyxneHus 6bu10 4 hakTopa:

* KJIMHUYECKUii (akTop: OTpUlATe/IbHAsA AWHAMHUKa
B OPTONEANYECKOM cTaTyce (MMpOorpeccupoBaHue Hel-
POMBIIIIEYHOI'O CKOJIN03a C TOPCUEH TTO3BOHOYHMKA,
YMEHBIIICHUEM pa3Mepa MEXIIO3BOHOUYHBIX ITPOME-
KYTKOB Ha HWXXHETPYIHOM U IOSICHUYHO-KPECTLIO-
BOM YPOBHSIX);

* TeXHUYECKUI (haKTOp: KpaltHe CJIOXKHBII OIBIT BBITOJI-
HEHMSI MHTPATeKaIbHBIX MAaHUITY/ISILIMI HEMPOXUPYP-
rOM (IJTUTEIBHOCTD IpOLEeRyphl 10 1,5 4, 10 18 mornbl-
TOK OCYILECTBJIICHMSI MHTPATeKaJbHOro JOCTymHa 0e3
YJIBTPa3ByKOBOI HaBUTralyu, 63 MeToa 3JIEKTPOHHO-
ONTHYECKOTO IpeoOpa3oBaHusi, HEBO3MOXHOCTb UC-
MOJIb30BaHUsI B HACTOSIIEE BpPEeMsl KOMITbIOTEPHO-

83



84

IIETCKOM
HEBPOAOT UM

ToMOrpadyecKoif HaBUTAllUK) B COYETAHUU C yCUIIEe-
HUEM 00JIEBOTO CHMHIApPOMA IOC]e MHTPAaTeKaJbHBIX
MaHUMYISLUNA U BBICOKMM PUCKOM Pa3BUTHUS STPO-
TE€HHBIX OCJIOXXHEHMIA;

* CeMelHbIi (haKTOp: HETaTUBHBIN OIBIT MTPOBEACHMUS
WHTpaTeKaJIbHBIX MaHUIMYJSLMIA y CTapllieil cecTphl
C aHaJIOTMYHBIM 3a00JIeBaHMEM, KOTOpasl YXKe TOIoM
paHee mepelilia Ha TaTOreHeTUIECKYI0 Teparulo C Ie-
popasIbHBIM NPHEMOM Iipemnaparta pucauriaMm. Cre-
IyeT YYUTBIBATh, UYTO NIPUMEHEHUE Pa3HBbIX METOIOB
JIEYEHUS Y 2 MAllUeHTOK B OMHOM CeMbe 3HAYUTEIBLHO
CHIKAEeT KauyeCTBO XKU3HU CEMbU;

* TICUXOJIOTUYECKUI (DaKTOP: IICUXOJOTMYECKOE COCTO-
sSIHUE MallMeHTKU W YICHOB €€ CeMbM, KaTeropuye-
CKUI OTKa3 CeMbU OT MPOBEICHUS 0011Iell aHeCcTe3un
(Cc y4yeToM TMpeAIIecTBYIOIIET0 HeTaTUBHOIO OITbITa
y CTaplleit CeCTphl).
besycnoBHo, nocaenHuii pakTop UMeeT 00JIbIIOE 3HA-

YeHUE, OCOOEHHO C yYETOM MOJPOCTKOBOTO BO3pacTa Ia-
LIMEHTKU.

ITo pe3ynbrataM NMpOBEIEHHBIX IBAXIbl TEJIEMEIM -
LMHCKUX KoHcynpTanmii ¢ ®ITAY «HarmoHamsHbI MeTn-
LIMHCKUI MCCeA0BaTENbCKUI LIEHTP 310POBbS IeTeil»
MunsnpaBa Poccuu, a Takxke BpayeOHOIl KOMUCCUU
B ycnoBusx 'BY3 HO «Hwuxeropoackast obiactHas aet-
CKasl KIIMHUYeCKast 00JbHMIIA» MTallMeEHTKA ObljIa ITepeBe-
JleHa Ha HeMHBAa3MBHYIO NMAaTOTeHETUYECKYIO Tepaluio
npenapatoMm pucauniaam. OH ObLUT BBeAcH Yepe3 4 Mec
rocJjie MpeKkpanieHus: Teparnuu HyCUHEPCEHOM, COTJIaCHO
pekoMeHaauusIM. bella peKoMeHIoBaHa KOHCYJIbTallMs
XUpypra-BepreopoJiora ajs onpeaeacHus: JaabHenIen
TaKTUKM JIEYSHUST CKOJIMo3a. JJMHaMuKa peHTIeHOJIOT U -
yecKoit KapTuHBbI 3a 5 jieT (2019—2024 rr.) neMoHCTpUpyeT
3HAYUTEJIbHOE ITporpeccupoBaHue nedopMalry mo3BO-
HOYHUKa.

[Tpu HaGMONEeHNY B TMHAMUKE MTOCJIe CMEHBI METOIa
MaToreHeTUYeCcKOoi Teparnuu (OCMOTP HEBPOJIOTOM I10 Me-
CTy XuTeJibcTBa B MapTe 2025 I.) cocTosiHUE TTallUeHTKU
cTabuiIbHOE, 6€3 YXyIIIeHUS ; TOCTIMTAIN3alMs TUIaHUPO-
Banach B anpene 2025 1.

AHau3 TaHHOTO KJIMHUYECKOTO Ciyvasli MO3BOJISIET
clenaTh CAeAyIolIe BIBOIbI: pellIeHNe O CMEHE T1aTore-
HETUYECKOI Tepalliy JOJDKHO ObITh BCECTOPOHHE B3BEIICH-
HBIM U 00OCHOBaHHBIM, 1 UHOTJA OHO IpeACTaBsIeTCs
HeobxoauMbIM (1); pellieHre MPUHUMAETC B KOHCEHCYCe
MEXITy MEAULIMHCKUMMU CIIEUATUCTaMMU, TTALIUEHTOM U €T
CeMbeii; MpU MPUHITUY JAHHOTO PEIIeHUs BaXKHO YUUThI-
BaTh MaKCUMaJIbHOE KOJIMYECTBO (PaKTOPOB U HEJIb3S UT-
HOPpUPOBATh Iicuxojiorndyeckuii pakrop (!). Xots peryisip-
HoOe HaOJIIoleHUE Y KIMHUYECKOTo ICUX0JIora He BXOAUT
B KJIMHWYECKHE peKOMEHIaluu (yKazaHa BO3MOXHOCTh
«TIPUBJICYECHUS] JPYTUX CIELUATUCTOB MO HEOOXOAMMO-
CTH»), XOTEJI0Ch Obl MOAYEPKHYTh, UYTO MPUBJICUECHUE KIIU-
HUYECKOTO ICUXoJiora npyu HabJIoeHUHY TTallueHTa B T1-

HaMUKE ABJISICTCA HE MEHEE HeO6XOL[I/IMLIM, YEM yyacCcTue
JIIOOBIX APYTUX CIIEIIUATICTOB.

Kaunuueckuili cayuail no npumenenuo HeuH8a3ueHol
namoezenemuyeckoii mepanuu CMA 5q y nayuenmog na do-
CUMNMOMamuH4ecKkoli cmaouu 3a604e6anus npeocmasuid
8pay-Heepo02, 2AAGHLLI GHEWMAMHLLIL demcKuil cneyua-
aucm-Hespoaoe Munzopasa Aamaiickoeo kpas, 3aeedyrouias
ncuxoneespoaocuveckum omoeaenuem KI'bY3 «Asmaiicxuil
Kpaesoil KauHu4ecKuil YeHmp 0XpaHvl MamepuHcmed u dem-
cmea» Anna Anamoaveena Ioaenxo.

B HacTtosiee BpeMsi B AJITaiickoM Kpae MalMeHTh
¢ CMA 5q, nonyyalolye naToreHeTU4eCKylo Teparmio,
pacnpenessiioTcs ClenyIuM 00pa3oM: 12 60IbHBIX MTO-
JIydaroT HycuHepceH, 11 — pucaurniam, 8 malueHToB Mo-
JIYYUJIM TeHO3aMECTUTEIbHYIO Tepanuio (ImpernapaToM
OHAaCceMHOTeH abernapBoOBeK), U3 HUX 2 HAXOISATCS Ha KOM-
OMHUPOBAHHOW Tepanmuy W MOJYyYaroT MOCje reHo3aMe-
CTUTEJIbHOM Tepanuu HycuHepceH. Pucnuruiam — emuHCT-
BEHHbII HEMHBAa3MBHbIN ITpernapar i TaTOreHeTUYeCKOn
tepanuu CMA 5q ¢ cUCTeMHBIM JeicTBUEM, 3G HEKTUB-
HOCTb 1 0€30MTaCHOCTh KOTOPOTO MOATBEPXKIEHA B IIIMPO-
KO TIOIMyJISILMU TTallMeHTOB. BcTpauBasich B MATpUYHYIO
PHK, pucnumniam cnocoOCTBYeT CUHTE3Y MOJTHOLIEHHOTO
oeska SMN, 4YTO JIEKUT B OCHOBE MEXaHN3Ma IEeHCTBUS
npemnapara. 3a c4eT COXpaHEeHUsI 9K30Ha 7 B TPaHCKPUIITE
MarpruyHoii PHK yBennuuBaeTcst KOJIM4ecTBO MOTHOpA3-
MepHoit MmaTpuuHoit PHK SMN2, yTo npuBoauT K cTa-
OUJILHOMY YBeJIMYeHMIO CHTe3a 6esika SMN B LieHTpasib-
Hoii HepBHoOI1 cucteme (LIHC) u mepudepryecKux TKaHsIX.
IIpencraBnsieM 2 knuHudeckux ciaydyass CMA — 2 geteit u3
pa3HbIX ceMmeli, ponuBiuxcs B Mae 2024 1.; B HacTosIIIee
BpeMsl OHU €ellle He JOCTUIJIM Bo3pacTa 1 rona, uMeloT pas-
Hble (PEHOTHUIIBI, HO MOJYYalOT OMUHAKOBOE JIEYCHHUE.

Knunnyeckun cnyyai 1

Manvuux c duaenozom: «G12. CMA 5q. okaunuueckas
cmadus». Ilpu HeonamanvHOM CKpuHUHee 0OHaApydceHa Oe-
neyus Ix3ona 7 eena SMN1 6 eomo3ueomnom cocmosHuu.
B urone 2024 e. nposeden anaaus uucaa konuii eenoé SMN:
3apeeucmpuposarnt 4 konuu eena SMN2, konuii eena SMN 1
He o0Hapyxceno. M3 anamuesa scusnu: pebeHok om 2-i be-
PEMEHHOCIU, Y Mamepu OMAO0UEHHbLIL COMAMUYeCKUll aHaM-
He3 (XpOHUYeCKasi apmepuanvas uNnepmeH3us, 2eCmayuoH-
HbLil caxapHblli duabem, panee ONePUPOBAHHAS ONYXOAb
wumogudroil xceneszvl (TINOMO)). Poodwr Ha 33-it Hedene,
gusuonoeuueckue, macca meaa npu poxcoenuu — 2320 e,
oauna mena — 45 cm, oyenka no wxane Aneap — 6/7 bannos.
C nepevix MUHYm JHcU3HU 803HUKAU ObIXAMENbHble HAPYUIEHUSL,
6 C6513U C HeM 8 meUeHue CYyMmoK nPoeoodunacs pecnupamopHast
noddepicka 6 omoenenuu peanumauyuu. C 24 mas no 6 urons
2024 e. pebenok Haxoduacs 6 omoeseHUU NamoA02UU HOBO-
DPOJICOeHHbIX U HeDoHOueHHbIX demeil [lepunamanbHoeo yeH-
mpa «JIAP» ; HeonamanwHblil ckpunune npogeden 29.05.2024,



IETCKOM
HEBPOAOT UM

pemecm Ha CMA evinonnen 03.06.2024. B neéponocuueckom
cmamyce (6 803pacme 0Ko40 3 Hed): COZHAHUe ICHOe, IMO-
YUOHAAbHBIE PEAKUUU COXPAHEHbL, CAYX080€ U 3PUMENbHOe
cocpedomouenue onpeoensiemcs; 04a2o08ble CUMNIMOMbL U 0Y1b-
OapHble HAPYWeHUS, CYXONCUAbHBLE PeqhieKChbl GbI3bl8AIOMCSL
(YMePEeHHOU 8bIPANCEHHOCMU UAU OJCUB/EHDBL); He 0OHapYIce-
Hbl RPUBHAKU MbLUEYHOU 2UNOMOHUU, PUOPUAIAUUL A3bIKA,
cuna Mulily, 8 pyKax u Hoeax — 4—5 6aanos. B uesom cocmo-
SAHUe NayueHma yo0oeiemeopumenvroe, nposieaeHus 3abone-
sanus (CMA 5q) omcymcmeyrom (dokauHuueckas cmaodus).
Pucounnam b6bin Haznauern Ha nepuod do 2-nremue2o o3pacma
6 doze 0,20 me/ke/cym. B dexabpe 2024 e. nokazamend
no mecmy demckoil 60avHuYubl Puradesvpuu 043 oueHKU
dsueamenbHbix PYHKYULL nPU HelipoMblUeHbIX 3a001e6aHU -
sax y Hoeopoxcoennvix (Children’s Hospital of Philadelphia
Infant Test of Neuromuscular Disorders, CHOP INTEND)
cocmaensem 60 6annos. Pebenok passusaemcs 6 coomgem-
cmeul ¢ 803pPACMHbIMU HOPMAMU.

Knunuyeckuin cnyyvai 2

Manvuux ¢ duaenozom: «G12.0. CMA 5q, 1-it mun (60-
ne3ub Beponuea—Iloghpmana)». Ilpu eenemuueckom uccae-
dosanuu evisenrena deaeyusi 3k30na 7 eena SMN1 6 eomo3u-
2omuom cocmosanuu. B urone 2024 2. nposeden anaiu3s uucaa
Konuii eenoe SMN memodom myabmunieKcHoll NoAUMepasHol
UEeNHOU peaKyuu: 3apecucmpuposansvt 2 KOnUU 3K30H08
7—8 eena SMN2, konuii eena SMN1 ne obnapyiceno.
U3 anammuesa ncusznu: peberox om 4-ii bepemenHHocmi, 2-x po-
006 Ha cpoke 39 Hed; macca meaa npu poxcoenuu — 4030 e,
dauna mena — 51 cm. Ha 5-e cymku pebenok 6vin evinucam
domoti. Habaroodancs c duaenozom: «llepebpanvhasn umemus
1 cmenenu, cunopom moimeurnoii eunomonuu. Heonamanvhas
anemus neekoli cmenenu. Ilepeonavanvras yovias maccol
mena, eoccmanoenennas». Ilposederno uccaedosanue Ha Ha-
auvue 3k3ona 7 eena SMN 1 memodom myavmuniekcHoll no-
AUMEPA3HOL UeNHOU PeaKyul: GbisaeaeHa oeleyus IK30Ha 7
eena SMN1 6 eomo3ucomHom cocmosiHuu, 4mo accoyuupo-
eano c pazeumuem CMA 5q. Tump AAV9 — 1:100 (noao-
JcumeneH; 6eposmuHo, MamepuHcKue aHmumena, 8 OUHa-
MUKe pe3yabmam ompuyamenvHolil). B nesponroeuueckom
cmamyce npu nepeoM 0CMOMPE GbIABAAAUC, NPUIHAKU Mbl-
weuHol eunomonuu u ubpuiiayuu s3vika. Ipu ocmompe
6 so3pacme okoao 8 mec, 8 dekabpe 2024 e.: coznarnue sc-
HOe, IMOYUOHANbHbIE PeaKUUU COXPAHeHbl, yablbaemcs,
2yAum, uHmepecyemcs uepyuwxamu, bepem u yoepicugaem
npedmem, xopouwio ydepcusaem 20108y 6 8ePMUKALbHOM
NOA0dCEHUU, NePesopaUusaemcs Ha 60K CamoCmosmenbHo.
Peaxuyus onopul Ha Ho2u KpamKo8pemenHa u 6blcmpo yea-
caem. byavbapuvie napywenus omcymemeyrom. Ommeua-
0Mest pacyuKyAsuUU A3vIKa, MbleHHas 2UNOMOHUS, O0nee
BbIpadceHHas 6 eepxHux KoneunHocmsx. CyxodcunbHble
pehaexcol ¢ pyK YyMepeHHOU HcUBOCMU, KOACHHbIE U aXU-
n06vL — He ebizblearomcest; oyenika no CHOP INTEND co-
cmasagem 58 6an108.

B 060oux npencraBaeHHBIX ClIydasix MaTOreHEeTUYe-
cKasl Tepalus IpernapaToM pUCAMILIaM (ITOPOILIOK
JUISI TIPUTOTOBJIEHUST pacTBOpA JJIsl IpyUeMa BHYTPb) Ha-
yajach B Havaje 2-ro Mecsia Xu3Hu. PacueTHas no3a
pucnouniaama cocraBuia: g0 2 mec — 0,15 Mr/kr/cyr,
¢ 2 mec 10 2 aet — 0,20 Mr/Kr/cyT. Y4uTbiBasi pocT pe-
OcHKa M U3MEHEHNE MacChl Tejla, pacdyeT MOTPeOHOCTH
B Mpemnapare B JaJbHeHlIIeM ciaeayeT MpoBOAUTH C yue-
TOM BEPOSITHOTO (pru3myecKoro Habopa mMacchl Teja. Ile-
PEHOCHMOCTb JICUCHHUS XOpOoIlasi, HexXelaTeIbHbIC SB-
JIeHUsl Ha (oHe MPOBOAMMOIM Tepalvu PUCIUILIAMOM
HE OTMCYECHBI.

[TonydyeHHBbIE HAMU PE3YJIBTaThl KOPPEIUPYIOT C TaH-
HbiMU ucciaegoBanuss RAINBOWFISH, onenuBasiero
3¢ deKTUBHOCTD U 6E30ITaCHOCTD IIpernapara pUCIUILIaM
y MallMEHTOB C TEHETUYCCKM MOATBEPXACHHOM U TIpel-
cumnroMatnyeckoir CMA 5q. B naHHOM ucciieioBaHUU
GOJBIIIMHCTBO MTaIeHIIEB ¢ 2 Kormsimu reHa SMN2 (7 (88 %)
U3 8 MalUMEeHTOB) K KOHIY 12-ro mMecsua JiedeHus ObLIU
CITOCOOHBI cuueTh 6e3 oropkl B TeueHue 30 ¢, 4 (50 %)
MOTJIM CaMOCTOSITEJILHO CTOATh, M 1 (13 %) pebGeHoK Ha-
yrHan xoauTh. IlanuenTsl ¢ 3 kKonusamu SMN2 u Gonee
(n = 18) B GonpIIMHCTBE cirydaeB (n = 17 (94 %)) morimm
cunethb, 17 (94 %) maluMeHTOB MOTJIM CaMOCTOSITEJIBHO
CTOSITh (M3 HUX 5 OBLIM CITIOCOOHBI CTOSATH C OMOPON 1 12 —
CaMOCTOSITEJIbHO), CIIOCOOHOCTb XOIMTh COXPaHsIach
y 15 (83 %) nereit (4 — ¢ onopoit, 11 — caMOCTOSITEILHO).
Y Bcex neTeit OyabbapHbIe, pecIMpaToOpHble M peYeBhIe
HapyIIeHUs OTCYTCTBOBAJIM, OHU CAMOCTOSTEIbHO TJI0Ta-
JIW, IPUHUMAJIA U1y Yepe3 poT, 0e3 30HA0BOM moaaep-
xku. Ilpu satom 06e3 nmedyeHust naumeHTel ¢ CMA 5q
1-T0 THITa HUKOTJA HE MOTYT CUIETh O€3 OMOPHI.

B nipencraBieHHBIX 2 KIMHUYECKUX CIyYasix y 000ux
JieTeil Oyap0apHble HapyIIeHUs OTCYTCTBYIOT, OHM CaMO-
CTOSITEJIBHO TJIOTAIOT, IPMHMMAIOT IUIIY Yepe3 pOT, 30H-
JIOBOE ITMTaHKME U pecIMpaTopHas IMTOAIepKKa UM He Tpe-
OyIoTCSI, U B HacTosIIee BpeMsi oba IalyeHTa MOTyT
JUTUTEIEHO HAXOMUTHCS B IoJloKeHuu cuns. [1epBblii pe-
0eHOK ¢ 4 KonusaMu reHa SMNZ2 Xopolllo pa3BuUBaeTCs
M CKOPO HAYHET CAMOCTOSITEJIbHO XOIUTh. Y BTOPOTO pe-
OeHKa (¢ 2 KOIUSIMU) €CTh MUHUMAaJIbHas OIopa Ha HOTH,
OH CUAUT Oe3 OIOPHI, U B LIEJIOM €r0 Pa3BUTHE OLICHMBA-
€TCs KaK YIOBJETBOPUTEIbHOE.

TakuMm obpazom, 06a pedeHKa, MoJyJarolue JeueHue
PUCAUILIAMOM Ha IOCUMITTOMAaTUYECKOM cTanuu 3abosie-
BaHMS B TeUeHUE TOYTH 11 Mec, CMOTJIU JOCTUYb CITOCO0-
HOCTH CUZIETh 6€3 OrOpHI (ITPY 3TOM IALIMEHT ¢ 2 KOIUSI-
MU reHa SMN2 cugut 6e3 onopsl 0ojee S5 ¢); mepBblii
MaLMEHT TaKXXe MOXKET CTOSATh M XOIUTD C MOIICPKKOIM.
006a pebeHKa TOCTUTIM MaKCUMAJIbHBIX ITPeIBAPUTEIbHBIX
nokasarejieit no CHOP INTEND. Y oboux aeteit coxpa-
HSIIOTCSI CAMOCTOSITEJIbHOE TJIOTaHUE U TTePOpaIbHOE M-
TaHMe, U MX KOTHUTUBHBIC HaBBIKA COOTBETCTBYIOT BO3-

pacry.
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Kaunuueckuii cayuaii no npumenenuro HeuHea3uGHoU
namoezenemuyeckoi mepanuu CMA y nauuenmoes, o6Hapy-
JCEHHBIX 8 PAMKAX NPOGeOeHUA PeMPOCKPUHUHA, Npedcma-
6.1 3a6e0yrouuil ncuxonespoaozuteckum omoeaenuem IbY3
«/lemckaa kpaeeas xaunuueckasn 6oavnuya» Munzdpaea
Kpacnooapckozo kpas, eaaenviii 6nemmamuutii 0emcKuii
Heapoaoz Munzdpasa Kpacnoodapckoeo kpas JImumpuii Heo-
pesuu Iyxkocoan.

K coxaneHuio, B HacTosIIIee BPeMsT PETPOCKPUHUHT
MIPOBOIMUTCS ellle He B MOJTHOM oObeMe. Bo3moxHO,
MPU COBEPIIEHCTBOBAHUU MeToAa Yucio 60abHbIXx CMA
Oynet BhIlle (Cpeau OOJbHBIX AETCKUM liepeOpaabHbIM
MMapajiidoM C aTOHUYECKM-aCTaTUYCCKUMU (hopMaMu,
HEYTOUYHEHHOI MUOTIaTUEH U IPYTUMHU 3a00JIEBAHUAMMU).
B nHacrosmiee Bpems B KpacHomapckom Kpae BBISIBICHO
88 mereit ¢ CMA 5q, usz nux CMA 5q l-ro tuna —
y 26 (30 %) nereii, CMA 5q 2-ro Tuna —y 29 (33 %), CMA
5q 3-ro tuna — y 18 (20 %), noxnmuanveckas CMA 5q —
y 15 (17 %). U3 88 nmereit 87 (99 %) obecreueHs JieKap-
CTBEHHBIM IIpeIapaToM B perroHe. PacrpeneneHue naTo-
TeHETUYECKOM Tepany TaKOBO: PUCIMITIAM IOJIYYaloT
44 (51 %) nauueHTra, HycuHepceH — 16 (18 %), reHosa-
MECTUTEJIBHYIO Tepamuio IperapaToM OHaCEeMHOTeH abe-
mapBoBeK — 27 (31 %). [1auueHThI OJTyYaloT HyCMHEPCEH
B I'bY3 «/leTckas KpaeBast KTMHUYeCKast OOJIbHULIA» , PUC-
JIUTUIaM BBOIMTCS aMOYJIaTOpPHO, a HaOMIONEHNE TaKKe
npoBoautcst B I'BY3 «J/leTckas KpaeBas KIMHUYeCcKast
0OJIbHHUIIa»; OHACEMHOTEH aberapBOBEK MALIMEHTHI MOJTY-
yuiu B penepalibHBIX LIEHTPax U B JAJIbHEHIIIEM TakKe
HaomonatoTcs B 'bY3 «JleTckast kpaeBasi KTMHUYECKast
0OJIbHULIAY.

IpencrapisieM pe3ynbTaThl HEOHATAIBHOIO CKPUHMH-
ra, mpoBoarMoro B KpacHomapckom Kpae B riepro ¢ 1 siH-
Bapst 2022 1. o 31 gexa6pst 2024 . Haru kpaii ObL1 B MUAJIOT-
HoM 1ipoekTe B 2022 1. ExkeromHo HeoHaTaIbHBIN CKPUHUHT
BoIsiBIsIeT 7 mauueHToB ¢ CMA 5q. M3 158 400 ponus-
mmxcst aeteit 157 220 (99 %) HOBOPOXISHHBIX MTPOLLIN
CKPUHMHT; BBISIBJICH 21 peOEHOK C MTOJIOXKUTEIBHBIM pe-
3yJILTaTOM HUCCJIEIOBaHUS HAa TOMO3UTOTHYIO AC/ICIUIO;
4 pebeHka c 2 konusiMu reHa SMN2, 9 nereii ¢ 3 KonusiMu
SMN2, 7 nereii ¢ 4 konuamu SMN2, 1 pebeHOK ¢ 5 KOIu-
amu SMN2. ety ¢ 3, 4 1 5 KOMUAMU UMEIOT JOCUMIITO-
MaTHYECKYIO CTanuio 3aboeBaHus. PacueTHas 3a0ojeBae-
MocTh — 1:7486, nipu aToM 33 % cocTtaBUIM AeTHU ¢ 4 KO-
nusiMu reHa SMN2.

KnuHuyeckum cnyyvait

Manvuux, 2013 2. p., 12 nem. U3 anamuesa yncusnu: pe-
benok om 7-it bepemeHHOCMU, NPOMeEKABUIeLl C 2eCMO30M,
3-x cpounbix podos, macca meaa npu poxcoeHuu — 3200 e,
ouenka no wikane Aneap — 8/9 6annos. Yoepucusaem 20108y
CamocmosimenvHo ¢ 4 mec, camocmosmenvHo cea 8 7—8 mec,
camocmosmenvho nouten 6 14 mec; 6 éo3pacme 1,5 eoda,
€O €106 podumeneli, nepexcun cmpecc, nocie Komopozo om-

MeueH peepecc 08U2AMeNbHbIX U peyesblX Hasvikos. B 4 cooa
podumenu 06pamuAUCh K He8poa02Y C HcAA00aMU HA X00bOY
Ha HOCOMKAX U peuegbie HapYuleHUst, U peOeHKY Obia YCMaH08-
AeH duaenos: «llemckuil yepeGpanviblil napatu, amoHu4e-
cku-acmamuueckas gopma. Paccmpoiicmeo sxcnpeccusHoii
peuit, oouee Hedopazeumue peuu 1—11 ypoens. KoenumueHoie
Hapywenus». B nesponoeuueckom cmamyce 6 eopacme 4 1em
(no danHbIM MeOUYUHCKOU OOKYMEHMAUUL): CYXONCUNbHbIE
pechaercol oxcueaeHbl (0COOEHHO ¢ HUNICHUX KOHeYHocmeil),
namonoeuuecKue peaeKcsl ¢ HUNICHUX KOHeUHOCmel, CHU-
JHCeHUe MbIUEUHO20 MOHYCA, PopMUpPYIOuUecs KOHMPAKmy-
Pbl 2oneHOCcmonHbix cycmasos. Ppazosas peuv — ¢ 4,5 eooa.
B 2022 . (8 6o3pacme 9 aem) coxpansauce i#canobvl Ha duc-
MAAbHYI0 YCMAHOBKY CMON, NPOCpeccuposana caabocmo
HudcHux kKoneunocmeil. Heeponoeom Obin ycmanoenen ouae-
Ho3: «Cnacmuueckas napanaeeus lllmpromnens (?)». Mae-
HUMHO-PE30HAHCHASL MOMOCDAYUSL NOSACHUUHO-KPECMU08020
omadena no3eoHouHUKa om gespansa 2022 e.: npusHaKu cnoH-
dunoducnaasuu, Hapyuienue cmamuku N0360HoHHUKa. buo-
XUMUYECKUTl aHaiu3 Kpoeu om saHeaps 2022 e. 6 Hopme, 8KAI0-
Yas nokazamenu AAKMamoeeuopoeHasbl U KPeamuHKUHAa3bl.
C 2020 2. ommeuanocv npoepeccuposanue degpekma 0CaHKu.
B aseycme 2022 2. peberok bbL1 HanpasaeH HA eeHemu4ecKoe
obcaedosarnue ¢ npeononsoxcenuem o CMA, u 6 oxmsabpe
2022 e. npu eeHemuueckom 0bcaedosanuu bviaa ooHapyicena
2omo3ueomuas deneyus k30106 7 u 8 eena SMNI1; uucao
xonuii eena SMN2 — 4. B saneape 2023 . y nayuenma co-
XPAHsAUCH X00b0a HA HOCKAX, HEYCMOUHUBAs HeYy8epeHHAs
noxodka, yacmoie NAOCHUS, HEHEMKOCMb Peyll, CHUNCEHUE
YCneeaemocmu 6 wKoe, N08eOeH4ecKue HapyuleHus, azpec-
cusHocmo 6 wkone. B neeponoeuneckom cmamyce: cuuice-
HUe MblUEeUH020 MOHYCA U KOAEHHbIX pehaexcos, mpemop
BbIMAHYMbIX NAAbUE8 PYK, dedhopmayus cmon, noxooka
¢ onopoii Ha ducmanvHbie omdenvt cmon. Ouenka no HFMSE —
49 6aanos.

B anpene 2023 2. Hauanracy HeuHea3zueHas namoee-
Hemuyveckas mepanus npenapamom pucouniam. Yepes
5 Mec namoeenemuuecKoil nepopatbHoil mepanuu, 8 CeH-
msabpe 2023 2. (603pacm manvuuxka — 10 sem), mamo
OmMemuna 3HAYUMeNbHOe YAYYeHUe N0OX00KU pebeHKa
(cman 3HauumMenbHoO pedce nadamov, MpPasMupPoO8aAmsvCs),
MENKOU MOMOPUKU, HABbIKA NUCLMA, NPOUSHOUEHUSL CA08
U HemKOCmU pevu, a maKice e2o CnoCOOHOCHb CNYCKAmMb-
cs1 no cmyneHskam o6e3 nomowu pyk. Oyenka no HFMSE
cocmasuna 57 644108, HMoO COOMBEMCMEYem NpUpoCcmy
8 () 6anrnoe cnycmsa 5 mec om nauanra mepanuu. Ilpu na-
Onr00eHuu 6 dunamuie 8 aHeape u dexabpe 2024 2. oyen-
xa no HFMSE ocmasanace cmabuavHoil u cocmasuaa
57 6aanos. Co cnroé mamepu, noxooka pebeHka cCmaHo-
sumcs 6ce bosee ygepeHHOU, YBeAUUUBACMC CUAA BEPX -
HUX KOHEeUHOCMel, ommeuaemcs yaAyHuleHue WKoAbHOl
ycneeaemocmi.

JaHHbBIN KIMHAYECKUN ClTydyail IeMOHCTPUpPYET 3Ha-
YUTENIbHYIO 3 GEKTUBHOCTD TEPAITUU PUCIUTLIIAMOM.
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Kaunuueckuii cayuaii no npumenenuro HeuHea3uGHoU
namoezenemuveckoil mepanuu y nayuenma c 6oae3nvto Bepo-
Huea—Iloghpmana npeocmasuaa epav-neeposoz omoeseHus
namosaozuu Ho8OPOICOCHHBIX U HedoHoweHHbix demeti TAY3
«Pecnybaukanckaa Kaunuueckasn OoavHuua» Munsdpaea
Pecnybauxu Tamapcman, douenm ragedpot Hespoaocuu
¢ Kypcamu ncuxuampuu, KAUHU4ecKoll ncuxoa02uu u meou-
yunckoil eenemuxu Uncmumyma gpynoamenmaavHoti meou-
uunot u 6uoaozuu PIAOY BO «Kazanckuii (Ilpusoarcckuii)
dedepaavnbiii ynueepcumenv>, 2Aa6HbLI GHEUMAMHbLI dem-
cKkuii Hespoaoe Munsdpasa Pecnybaurxu Tamapcman, k.M. H.
Jluna Badumosna Aiizamyauna.

C 1 auBaps 2023 r. B Poccuu Obl1a BBeAeHa paciliu-
peHHasl IporpaMMa HeOHaTaJIbHOTO CKPMHMHTA Ha 36 HO-
30JI0THi1 (paHee CKPMHUHT BKITIOYAJT TOJIBKO S 3a00J1eBaHUi),
Bkmovamomas 1 CMA 5q, 4To 3HAaUUTEIbHO YIYYIIUIO
JIMarHOCTHKY 3TOro 3aboseBaHust. OUHAIBHBIN MOJIEKY-
JISIPHO-TEHETUYECKUIA aHAIU3 IeTe, MOMaBIIMX B TPYITITY
pucka, npoBogut ®PT'BHY «Menuko-reHeTHuecKuii Ha-
YUYHBIU LIEHTP».

3a npoutenimii nepuo (2 roga 3 Mec) HeOHaTAJIbHbBIN
CKpUHUHT BbIsiBUI B Pecrrybsvke TaTtapcTaH 5 malimeHTOB
¢ CMA 5q, 13 HUX B 3 clyyasix UMeJIO MeCTO POXKIeHUe
nepBoro 6oabHOro CMA 59 B cembe, B 1 ciiyyae B CeMbe
yxe 061 6onbHOIT CMA 5q 1-ro Tuna, u B 1 ciyyae pe-
o6eHok ¢ CMA poausicst OoT OJIM3KOPOJICTBEHHOrO Opaka
(ponuTteny — ABOIOPOIHBIE OpaT U cecTpa; TakKue Ciiydyau
peako Bctpeyvatorcs B Pecrrybnuke Tarapcran). OauH pe-
3YJIBTaT CKPUHUHTA ObLI JIOXKHOIOJIOXUTETbHBIM, JIOXKHO-
OTpULIATEIbHBIX PE3YJIBTATOB BhISIBICHO He ObL10. Cpenu
BBISIBJIEHHBIX CJTydaeB 3 TMalMeHTa MOoJyYuIu TeHo3aMe-
CTUTENbHYIO Tepanuio. B 1 ciydae, rae B ceMbe yKe ObLIT
o6oabHOI CMA 5q 1-ro Tumna, ob6a poauTess SIBISIIOTCS
HOCUTEJIEeM MyTalliu, U BO BpeMsl 66peMEeHHOCTU IPOBO-
JUJIach OMOIICUS BOPCUH XOPUOHA, HO MaTh OTKa3ajlach
OT MpepbIBaHUS OEPEMEHHOCTH.

B Hacrosiee Bpemst B 1iesioM B Pecriyonnke Tatapctan
BbIsIBJIEHO 35 neteit ¢ nuarHo3oM CMA 5q. Cemb marueH-
TOB TTOJTYYWI TeHO3aMECTUTEIbHYIO TEPAITUIO ITperapaToM
OHACeMHOTreH abernapBOBeK, U3 HUX 3 MallMeHTa ObUIU
BBISIBJIEHBI ITPU HEOHATAJIbHOM CKPUHUHIE W TOJYYUIU
JIeyeHUe Ha JOCUMITOMAaTUYEeCKOM cTanuu 3ab01eBaHusI.
JBaniaTh NalMeHTOB MOJYy4YaloT HYCUHEPCEH, U3 HUX
2 malMeHTa MoJIyyaroT Mpernapat Ipy MOMOIIY pe3epBya-
pa OMmaiis. BoceMb nmaiimeHTOB MoJTyJaloT HeMHBa3WBHYIO
MaTOreHeTUYECKYIO Teparnuio (pUcauIiaM), U3 HUx 2 ma-
LIMEHTA BBISIBJICHBI MPU MOMOIIY HEOHATAIBHOTO CKPU-
HUHIAa U HaXOASTCS Ha JOCHMIITOMAaTUYECKOW CTaguu
3a00J1eBaHUSI.

Knunuyeckuin cnyyai 1

Manvuur, 2022 e.p. Poduncs 0o 66edenuss HeOHaAMAaAb-
Hoeo ckpununea Ha CMA 5q. Bmopoii pebenok é cembe; cmap-
was cecmpa 30oposa. bepemennocmos npomexana be3 oco-

bennocmeii. Podbi Ha ¢one carabocmu podoeoil
deamenvHocmu, Ha cpoke 40 Hed, macca meaa npu poiicoe-
Huu — 3115 e, oyenka no wikane Aneap — 8/9 6aanos. C po-
JcoeHus ommeuanace caabocms u esnocms cocanus. Ha 4-i
denb pebeHoK Obin nepesedeH 6 omoeneHue namoaoeul Ho-
60poJICOeHHbIX ¢ OuaeHo3om: «I[locmHamanvHas nHeGMOHUSA
cpedHeil cmenenu mscecmu, ObIXamenbras Hedocmamoy-
nocmb I cmenenu. Ilepunamanvroe nopaxcenue IIHC eu-
NOKCUUECK020 2eHe3a, CUHOPOM OUu@y3HOl MblueHHO
eunomonuu». Ilpu nposedenuu maeHUMHO-PE30HAHCHOU
momoepapuu Ha 7-i Oerb HCU3HU BblAGACHbL MEAKUE KUCbL
6 obnacmu 20406KU X60CMAamMo20 A0pa cnpasa. 2aeKkmpo-
Hellpomuoepagus Ha 4-ii OeHb Hcu3HU: OaHHbIE, YKA3bI8AI0-
e Ha nopadicenue Ha CNUHANLHOM YPOBHe, OMCYMCMEYIOM.
Pebenok 6bi1 ebinucan domoit Ha 21-ii denv JHcu3Hu, a yepes
18 oneit 6H06b c0CNUMANUUPOBAH 8 NEOUAMPUHECKOE OM -
deneHue 6 c653U ¢ 3ampyOHeHUeM KOPMACHUSL U HADYUeHU -
em cocanus. B nesponoeuueckom cmamyce ¢ smom 6o3pa-
cme: epybas Oug@ysnas MmovluleuyHas 2UNOMOHUSA,
CYX0XCUNbHBLE Pehaechl ¢ PYK U Hoe He @bi3biearomces. Ono-
pa Ha Hoeu caabas, ¢ nodeubanuem Hoe 8 KOJAEeHHbIX CYyCma-
eax. Kopmaenue uepes 30n0. Ommeuaromesi ObixamenbHoie
HapyuleHust, npo8oOUMCS HeUHBAZUBHASL BEHMUNAYUS NCCKUX
(HHUBJI). B c653u ¢ kaunuyeckumu npusHaKamu 3a001e6a-
Hus 6 so3pacme 1,5 mec gvinoanena eenemuueckas OuaeHo-
cmuKa: 3ape2ucmpupoéansvi 2 Konuu 3K30H08 7—8 eena
SMN2 u omcymcmeue cuernana, coomaemcmayouezo K-
301y 7 eena SMN 1. Yemanoenen ouaenos: «G12.0. llemckas
CMA, 1-it mun». IIposedeno 6enmpuKkyonepumoHeatbHoe
wynmuposarue (8 2,5 mec). Ycmarosaen Ha302acmpanbHblil
30u0. HUBJI 24 u/cym. Ilocae ycmanosaenus ouaeHosa
CMA 5q 6 603pacme 2 mec Hauanraco nepopasvbHas mepanusl.
Ha mom momenm Heuneasuenas mepanus pucouniamom
ObLaa paspeutena ¢ so3pacma 2 mec. B coomeemcmeuu ¢ un-
cmpyKyueil, 0o3a pucouniama 3a8ucum om 603pacma
u maccol meaa: om 2 mec 0o 2aem — 0,2 me/ke/cym, é 603-
pacme cmapuie 2 aem npu macce meaa <20xe — 0,25 me/ke,
npu macce meaa >20 ke — 5 me. MakcumanvHas pexomeH-
dosanHas 0o3a pucouniama cocmaensem 5 me npu 66e0eHulU
1 pa3 6 cymku. Jlo3a dasn demeil do 2 mec 6 Hacmosujee
epems cocmasagem 0,15 me/ke (coenacHo uHcmpyKyuu
no MeOUUUHCKOMY NPUMEHEHUIO pUCOUnIama).

Ha gone nepopanvroit mepanuu uepes 2 mec (6 8603pa-
cme 4 mec) ommeuenwvl cHudiceHue orumeaviocmu HHUBJT
do 20 4/cym u nogviuernue oyenku no CHOP INTEND om
2 (0o nauana neuenus) 0o 6 baanoe (npupocm 4 6anrna).
Pebenok cman ebimsieueamo pyuku U MAHYmMuCa K uepyi-
xam. Yepes e0o0 mepanuu oyenka no CHOP INTEND do-
cmuena 32 6annos, daumeavHocmov HHUBJI coxkpamuaace
do 12 u/cym. Hecmomps Ha usHauaibHo omseoujeHHbLl
comamuuecKuii poH, OOCMUSHYMO 3HAYUMENbHOE YAVHULe-
Hue 6 deueamenvHoll cghepe baaeodaps nepopasvHoll me-
panuu pucountamom, a maKice AKmueHol pabome mame-
pu ¢ pebeHKom.
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Knunuyeckuin cnyyai 2

Manvuur, 2022 2. p. Pebenox om 6au3kopodcmeenHozo
opaka (podumenu — 08010poodHble bpam u cecmpa), om 1-ii,
HOPMAAbHO npomeKaguieil bepeMeHHOCmU, podo8 Ha CpoKe
39 ned. Macca meaa npu poxcoenuu — 3944 2, oyenka
no wikane Aneap — 6/8 6annos. Jvixanue nocae poooe camo-
cmosmenvHoe, ebinucal u3 poddoma é cpox. B éozpacme 1 mec
O0CMOMPEH HespoI020M, YCIMaHoeAeH duazno3: «Ilepunamans-
Hoe nopaxcenue I[HC, cundpom dughgy3noit moiueuHoi eu-
nomonuw». CyxoxucunvHuie peghrexcol He 8bl3bi6aAUCh. B cés-
3U ¢ HAPACMAHUEM 8A0CMU U OMCYMCMBUEM 08UICCHUL
8 KOHeuHOCMAX (He NOOHUMAn pyKu u Hoau) pedeHoK Obin
IKCMPEHHO 20CNUMANUZUPOBAH. DaeKmpoHelipomuoepagusi:
Ha MOMeHmM UCCAe008aHUS OAHHbIX, YKA3bIBAIOUUX HA CHU-
HAAbHbLU YPOBEHb NOPANCEHUs, He noay4eHo. MaenumHo-pe-
30HAHCHASL MOMOCPAPUS NOACHUHHO-KPECIMU06020 OMOeNa
CNuUHHO20 M03ea om espans 2023 e.: namonoeuu He 8vis61e-
Ho. B 6o3pacme 0k040 2 mec npoedeno ceHemuueckoe uccae-
dosanue — anaausz na CMA 5q: 3apecucmpupogannl 2 Konuu
9K30H08 7—8 eena SMN2 u omcymcmeue cuenana, coomeem-
cmeyroueeo 3k30Hy 7 eena SMN 1; makum o6pazom, ouaeros
CMA 5q noomeepacoen. HUBJI 24 u/cym. [locae ycmarnog-
AeHus duaeHo3a 6 go3pacme 2 mec pebeHOK HAYAA NOAYHAMb
pucounaam.

Ha gpone nepopanvroii mepanuu uepes 2 mec (6 6o3pacme
4 mec) ommeueno He3HAUUMENbHOE YAYYUEHUE 8 8Ude NOBbl-
wenus oyerxu no CHOP INTEND om 2 (0o nauana nevenus)
do 4 6annoe (npupocm 2 banna). HUBJI 6 meuenue 24 y.
Yepes e00 mepanuu oyenka no CHOP INTEND docmuena
18 6annos, npodoancumenvrnocmov HUBJI coxkpamunocy do
204/cym. Menee 8vicokuil pe3ynbmam, NOAYHeHHblil 8 OAHHOM
KAUHUMECKOM cay4ae, ¢ 00AbULOL 8EPOSIMHOCMbIO 00YCA08AEH
HedoCmamo4Ho UHMEHCUBHOU peabuaumayuetl.

TakuM 006pa3oM, OrpOMHOE 3HAYEeHUE I TTPOTrHO3a
MMeeT KaK IMOCTOSIHHAasl paboTa poauTeNieil ¢ peOeHKOM
(TIpoBeficHME PeadMIMTAlMOHHBIX MEPOIIPUATHII), TaK
U HaOJIIoNeHUe MalMeHTa MyJIbTUAUCIUTUIMHAPHON KO-
MaHOM CITEIUATMCTOB. MyJbTUANCIUILIMHAPHAS KOMaH-
Jla CTICIIUAJIMCTOB, OCYIIECTBIISIIONINX BeICHUE MallueHTa
¢ CMA 5q, MOXeT COCTOSITh U3 HEBPOJIOTa, CieLMaaucTa
110 HEPBHO-MBIIIICUHBIM 3a00JIeBaHUSAM, 3ProTepareBTa,
(usnoreparieBra, opronena, myJJbMOHOJIOTa, TaCTPOIHTE-
poJiora, UeTojIoTa, SHAOKPUHOJIOra, JOoroneaa, Imcuxo-
Jiora, peaHMMaToJjIoTa, Bpada CKOpO MEIUIIMHCKOM 110~
MOIIIU, TepaneBTa (rmeauarpa). MyasTUIUCIUTLTMHAPHBIA
TTOIXO/ IOJDKEH MPUMEHSATHCS C YYETOM MHAUBUAYATbHBIX
0COOEHHOCTEI TalMeHTa.

Jlevamumii Bpay (4ale BCero HeBpoJIor) OOBIYHO OTBE-
YaeT 3a KOOPAMHMPOBAHUE MYIBTUANCIUILIMHAPHOM KO-
MaHnbl. He BceM maimentam ¢ CMA 5q Tpebyetcs Habmo-
JIeHEe BCEX WICHOB MYJBTUCIUIUIMHAPHONW KOMAaHJbI.
KoHcynsranuu onpeneseHHbIX CIeUaaiCcTOB U3 MYJIb-
TUAUCIUTUTMHAPHON KOMaHAbI POBOASITCS B 3aBUCUMOCTH
OT CTaIUM U TSIKECTU 3a00JIeBaHUSI.

Hecmotps Ha BBeieHMe HEOHATAIbHOIO CKPUHUHTA,
CIIeIIMAIMCTHI TOJDKHBI 3HaTh XapaKTePHbIE CUMIITOMBI
CMA 5q, uim Tak Ha3bIBaeMbIe KpacHble (Jiaru, 4ToObl
He mponycTuTh ciydan CMA, He AuarHoCTUpOBaHHbIE
Ha 3Tare HeOHaTaJIbHOTO CKPMHUHTA (BKJIIOYast 3- TUII
CMA):

* CMMMETPHUYHAs MBIIIeYHAasI CJIa00CTh C IIpeodIataHm-
€M B IIPOKCHUMAJIbHBIX OT/e/Iax; KaK MpaBWIo, MPeo-
OagaHue c1aboCTU B HOTax;

* bacUMKYJISIIIUY SI3bIKA;

* YYBCTBUTEJBHOCTh COXPaHEHA; HaIMYWe TIIIyOOKMUX
CYXOXWJIBHBIX PehIEKCOB 3aBUCUT OT IPOIOJKUTEITb-
HOCTH 3a00JIeBaHMS ¥ BO3pacTa 1e010Ta CUMIITOMOB;

* CKOJIMO3, OTrpaHWYCHUE MBVIKCHWIA, TpeOyeTcs Io-
MOIIb MPH XOAbOE WJIM MCIOJb30BaHUE BCIIOMOTA-
TEJIBHBIX CPEICTB MEePEABUKCHUS;

* OTCYTCTBME HapyIICHWM MHTEJUIEKTa UM BHUMAaHMSI,

* HapyllleHue IbIXaHus; AuadparMaibHOe TbIXaHUE;,

° HapylIEeHUE IOTaHUA, TPYIHOCTU € IPUEMOM ITUIIIH.
B uccnenosanuu FIREFISH Ob111 mostyyeHb! JaHHBIE

110 3¢ (HEKTUBHOCTY 1 O6€30IMaCHOCTU pUCIUILIaMa y Tia-
uueHtoB ¢ CMA 5q 1-ro tumna 3a 5 net. UccnegoBanue
BKJTIOYAJI0 2 YaCTH; B JAHHOM MCCJICIOBAHUY TaKXKe IIPH -
HsUT yaactre HayyHo-uccaenoBaTeIbCKUid KITIMHUYECKUIA
WHCTUTYT TeIUaTPUN U IETCKOW XUPYPTUM WM. aKaj.
IO.E. Bensruiiena. Pe3ynsraTsl MccieqoBaHUs MOKa3alu,
YTO Mocjie 5 JIeT mpueMa pucauIiaMa 6eccoObITHITHAS
BBDKMBAEMOCTb Y MTAlIMEHTOB, MOJTyYaBIINX JeUeHe, 3Ha-
YUTEIBHO ITPEBOCXOIMIIA TAKOBYIO Y IETEl C €CTECTBEHHBIM
TeyeHreM 3abosieBanus. Yepes 5 et neyenus 91 % nmeteit
JIOCTMIJIM TIOKa3aTessl BbDKMBaeMocTH, a 81 % — Gecco-
OBITUITHOI BBIKMBAEMOCTH. MeauaHa BpeMeHU HACTyII-
JIeHUs JieTajdbHoro ucxona wiu nocrosstHauoir HUBJI B uc-
cienosanuu FIREFISH ouieHke He moayexana BBUIY
OTCYTCTBUSI JAHHBIX COOBITHIA.

Bwmecte ¢ Tem B uccinegoBanuu PNCR y miageHueB
¢ nuarHoctTupoBaHHO CMA 1-ro Tuma u 2 KonusiMy reHa
SMN2, koTopble He OoayJalu JIeueHue, MearaHa Bpeme-
HY HACTYIUICHUS JICTAIBHOTO MCXOMa WU ITOCTOSTHHOM
HUBIJI coctasmia 10,5 (8,1—13,6) mec. bes neyenus npu
CMA 5q 1-ro TMna Hen30eXKeH JIeTaJIbHBIM UCXO/ B paH-
HEM BO3pacTe.

JHannpie ucciaenosanuss FIREFISH noxkasniBaror,
YTO y OOJIBIIMHCTBA ACTEM, TTOJYIaBIINX JICUESHUE PUCI -
IJTaMOM Ha IPOTSDKEHMH 5 JIET, OTMEUYAIOCh IIPUOOPETEHME
U TOoJiepKaHWe CIIOCOOHOCTH CUACTh 0€3 MOMICPKKU:
u3 58 nmereit 36 (62 %) Morv cumeTh 6e3 MOMICPKKHU >5 ¢
u 34 (59 %) mornu cugeth >30 ¢ yepes 5 JIeT JeYeHus.
Hekotopsle netv Ha (hoHe Tepanuu pUCAUILIAMOM K 5 TO-
JlaM MOTJIM JaXe CTOsITh 6e3 momaepxXku (4 (7 %) us 58).
ITpu aTom 60abHBEIE CMA 5q 1-ro ThIa 63 JIeueHUsI HU-
KOrIJla He CMOTYT cueTh 0e3 moaaepxkku. Ha ¢one Tepa-
MUY PUCAMILJIAMOM 4Yepe3 5 JIET MOJIHOE MepopaabHOoe
KopmJieHue coxpaHsieTcst B 80 % ciydaeB. CoxpaHeHUE
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MepOPabHOIO0 KOPMJICHUSI UMEET OTPOMHOE 3HAYCHUE
JUIS1 Ka4eCTBa XXU3HU CEMbU. Y JeTel, MOJyYaBIIX PUC-
JIATIIIaM B TE€YCHUE 5 JIET, OTMEUCHO YCTOMYMBOE MOBBIIIIE-
Hue oueHku mo CHOP INTEND, npu 3ToM oHa MOBHI-
IIaeTCs JaXxe MPY OTCYTCTBUY aKTUBHOM peaOdWIMTALINN,
OJTHAKO B 3THX CUTyalusiX (0€3 aKTUBHOM peaOWIUTALIIN )
peOEHOK He CMOXKET JOCTUTHYTh MAaKCUMAaJIbHOTO YPOBHSI
cBoMX Bo3MoxkHocTeit. Y gmereit ¢ CMA 5q 1-ro Tuna,
He ToJyJyarolux JedeHue, odmiasg oueHka mo CHOP
INTEND penko mocturaetr 40 6aninoB. OnHako AeTU
¢ CMA 5q, nosiy4JaBuiyde pucauIniaM, yepes S JeT JeueHus
TOCTHTIIM Toka3atenss >40 GammoB B 80 % caydaeB
u >50 6atoB — B 62 % ciydaeB. Ha npoTsokeHuM S et
JISYCHUSI 3HAYUTEIIPHO CHIDKAETCSI KOJIMYECTBO TOCIIUTa-
JIM3alMi, TaK KaK YKPEIUISIOTCS AbIXaTeIbHbIC MBIIIIIBI
U pexXe BO3HMKAIOT IbIXaTeJbHbIe ocIoXHeHus. B 22 %
cJlyyaeB AETSIM He MOTpeOoBaIach TOCIIUTAIU3ALIMS ITOCTIe
HayvaJia JIedeHus1 pucauriaMoM. [1pu a3ToMm B Koropre ¢ ec-
TECTBEHHBIM TeUeHMEM 3a00JIeBaHUS BCE JICTH TOCITMTA-
JIM3UpOBaNuch ot 4,2 1o 7,8 paza exXerogHo.

Takum obpazoM, tuddy3Hast MblliedHast TUITIOTOHUS
MOXeT OBbITh CUMIITOMOB MHOTUX 3a0ojieBaHuUli. BaxHo
B IIEPBYIO OYepelb MCKITIOYUTh HACICACTBEHHBIC HEPBHO-
MBIIIIeYHbIE 00Ie3HN (OCOOEHHO YUMTBIBAsI, YTO OHU MOTYT
UMeTh clieurduyeckoe jJeyeHue). BakHo MOHUMATh,
4yTO y JAeTelt ¢ mepuHaTanbHbIM nopaxkeHueMm LIHC (¢ mpo-
SIBICHUSIMU MBIIIICYHON TMIIOTOHUM) MMEETCS XOTs ObI
MMHUMAJIbHBII ITOJIOXUTEIbHBINA 3(D(hEKT JIeYeHUST, U OT-
cyrcTBre 3(hdeKTa B JTaHHBIX CITydasx TpeOyeT IepecMoTpa
JnvartHo3a. HeoHaTaqbHbBIN CKPUHUHT ITO3BOJISIET BBISIBUTh
3a00JIeBaHUE B JOCHUMITOMATUICCKHIA IIEPUOL 1 TOOUTh-
¢S MAaKCUMAJTBHBIX PE3YJIBTATOB JICUEHWS TIPH ITPOBEIECHUN
MaTOreHETUIECKOM Tepani. MoJIeKyJISIpHO-TeHeTUIeCKast
JIMarHOCTHKA ITO3BOJISIET HE TPATUTh BPEMsI Ha JOTIOJTHM -
TeJIbHBIE UCCIICIOBAHMS TSI UCKJTFOUEHMUSI IPYTUX 3a00I1e-
BaHUIi 1 OBICTpee HAa4aTh aTOTCHETUYECKYIO TePaIuio.

Kaunuueckuii cayuaii no npumenenuro HeuHea3uGHoU
namozenemuyeckoi mepanuu npu CMA 5q ¢ nozonum nava-
A0M NPpeocmagula 3a6edyroudas 2-m ncuxXoHe8poA0cUHeCKUM
omdeaenuem I'bY3 MO «Hayuno-uccaedogameavckuii Kau-
Huueckuti uncmumym demcmea» Munzdpaea Mockoeckoii
obaacmu, k.m.H. Arexcanopa Anamoaveena Cmupnosa.

I1o nanHbBIM peructpa namueHToB ¢ CMA 5q neTckoro
Bo3pacTa, B MOCKOBCKOI 001acTu HabonaoTcs 94 ma-
nueHTa, u3 Hux 33 manuenta ¢ CMA 5q 1-ro Turma, 36 —
¢ CMA 5q 2-ro tuma, 14 — ¢ CMA 5q 3-ro tuna, 11 nmaiu-
€HTOB HaXOISTCsl Ha JOKJIMHUWYECKOH cTanuu. B ampere
2025 1. ObLT BBISIBJIEH ellle | MauueHT B Bo3pacTe 2 Hen
Ha TOKJIMHUYECKOM CTauu, TAKUM 00pa3oM, 00l11iee YUCIIO
nmauueHToB — 95 (M 12 — Ha JOKJIMHMYECKON CTaauu).
B 2023 1. 661710 BBISIBJIEHO 12 MainMeHToB (5 — Ipu CKpu-
HUHIE, U3 HUX 3 — Ha JOCHUMIITOMAaTUYECKON CTaluu;
7 — BHe ckpuHuHra: CMA 5q 1-ro Tuna — 3, CMA 5q

2-ro Tuma — 2, CMA 5q 3-ro Tuma — 2; u3 HuX 6 poavInch
JI0 BBEIEHUSI CKPMHWHTA M Y 1 IMOJIyYeH JIOKHOOTpUIIA-
TeJbHBIN PEe3yJIbTarT, a B JaJbHEWIIEM TUarHOCTpOBaHa
CMA 5q 1-ro tnma), B 2024 . — 16 maumeHToB (12 —
IpYU CKPUHMHTE, U3 HUX BCe OECCUMITOMHBIC; 4 — BHE
ckpuHuHra, y Bcex CMA 5q 2-ro Tura; Bce MaluueHThI
U3 Apyrux peruoHoB). Takum obpasoM, B 2024 I. oTMEUEHO
3HAYUTEIbHOE YIYYIICHUE TUarHOCTUKU IPU ITOMOIIN
HEOHAaTaJIbHOI'O0 CKPUHMHIA Ha JOCMMIITOMHON CTaguu
3aboneBaHus. OgHako B 3 u3 12 ciydaeB, BBISIBIEHHBIX
Ha TOCMMIITOMHOM CTaIyM, Ha4ajIo Teparuu ObIJIO OTCPO-
YEHO 110 HACTOSTHUIO POJUTEIICi, M B UTOTe JieYeHUE Ha-
4yajoch yXe IMocje MosiBjieHus: cuMnTomMoB. U3 94 neteit
32 moJy4yuIM oHaceMHoreH abemapBoBek, 17 moayyaroT
HycuHepceH U 40 — pucIuIiaMm.
[pencrapnsieM 2 KIMHUYECKUX CITydas.

Knunnyeckun cnyyai 1

Tayuenmrka M., 6 aem, duaeros: CMA 5q 2-eo muna.
Jlannvie anamuesa: pebenok om 3-ii bepemenHocmu, npome-
Kasuell Ha one mokcuxo3a é I mpumecmpe, om 2-x podos
Ha cpoke 37 Hed nymem 3KCMPeHHO20 Kecapesa cexeHus (npe-
JcdespemerHOe Uzaumue 0KoA0NA00HbIX 600, 08YKPAMHOe
obsumue nynogutvl 60kpye uieu naooa). Macca meaa npu po-
acdenuu — 3300 e, oauna mena — 49 cm, oyenka no wikane
Aneap — 8/9 6annos. Boinucana uz podooma na 5-e cymku.
Jluaenos 6 neonamanvHom nepuode: «lunokcuuecku-umemu-
yeckoe nopaxcernue IIHC. Cundpom yenemenus I[HC». Pan-
Hee pazeumue: yoepicueaem 20408y ¢ 3 mec, CAMOCmosmenb-
HO nepesopauugaemcs ¢ 4,5 mec, camocmosimenbHo cuoum
¢ 8,5 mec, ecmaem y onopet u noazaem c 11 mec. Pooumenu
00pamuAuUCy K Hegpoao2y 8 C8s13U ¢ OMCYmcmeuem y pebenka
HABbIKA CAMOCIMOSMENbHOU X00b0bL.

Dnexmponetipomuoepapus om 16.01.2020 (603pacm na-
yueumku — 1 200 5 mec): npu cmumMyAsyUOHHOU 31eKmMpOMUO-
2paguu MOMOpHbIX B0N0KOH PYK U HO2 OMMeueHbl Oedueypa-
Yus U CHudCeHue amnaumyod 6wi36amHvix M-omeemoes
npu onpedenenuu CKopocmu nPogedeHUs o A0KMeGOMY HEP8y
Cnpasa u 3Havumenvroe cHuxcenue (omcymemeue) M-om-
6emMo8 ¢ HO2, NPeUMyU,eCmeeHHo ¢ Mai00epyoBblX HEPEoa.
Tlonyuennvie dannble He NPOMUBOPEUAM AKCOHAAbHO-0eMU-
CAUHUBUPYIOUEMY NOPANCEHUID, NPEUMYULeCMBEHHO HUNCHUX
Koneunocmeii. MaeHumHo-pe3oHancHas momoepagus 20106-
Hoeo mo3zea om 23.01.2020: nepueenmpukyaapHas Aelikona-
mus (6epostmHo, NOCAeOCMBUe 2UNOKCUHECKU-UUEMUYECKO-
20 nopaxceruss 1[HC), cummempuunoe caaboe duggysroe
nosblUleHUe MACHUMHO-PDE30HAHCHO20 CUCHAAA OM CYOKOp-
MUKAABHBIX U 21YO0KUX 0MO0e06 0en020 8elecmea 20106H020
Mo32a, 00yCA068AeHHOe He3DeN0CHbI0 MO3206bIX CIPYKMYD,
cnaboe pacuiupenue HApyHCHbIX U GHYMPEHHUX AUKBOPHBIX
npOCMpancma.

Hccaedosarnue naubonee uacmoix Mymayuii npu Hacaeo-
CMBEHHOLL MOMOCEHCOPHOI Hellponamuu 2-20 muna om uionst
2020 e.: napywienuii He sbiaenero. Tlouck mymayuii 8 15 eenax,
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OMBEMCMEEHHbIX 30 HACAEOCMBEHHYI0 MOMOCEHCOPHYIO Hell-
ponamuto, om okmsabps 2020 e.: HapyuieHuUil He 8bi6AeHO.
B cea3u ¢ ompuyamenvrvimu pe3yabmamamu eeHemu4ecKko-
20 UCCNe008aHUSI HA HACACOCMBEHHYIO0 MOMOCEHCOPHYIO He-
8ponamuio npogedeHa NOGMOPHAsL INEKMPOHEUpoMUopapust
(om dexabps 2020 e., 6 2 eoda 5 mec), komopas 6viaeura
HeboabUe PUMMUYHbIE NOMEHUUANbL PACUUKYAAUUH, npeu-
MyujecmeenHo 6 ducmanvhbix omoeaax. Iloayuennvie danmHbie
MO2ym YKa3bl6amb HA CNUHAAbHbLI XAPAKMED NOPANCEHUSL.
B sozpacme 2 nem 7 mec (aneapw 2021 e.) mosekyaspHo-eeHe-
muueckoe uccaedogarue noomeepouno ouaenoz CMA (evis6-
neHa deneyus sk3ona 7 eena SMN 1 6 eomozueomuom cocmo-
Axuu; Koauvecmeo xonui eena SMN2 — 3). C urona 2021 e.
peberok noayuaem pucouniam. Ha momenm nauana aevenust
6 6o3pacme 2 2o0a 11 mec desouka nepesopauusaemcs, Cuoum
Oe3 onopwl, 6cmaem Ha YemMeepeHbKU, HO NOA3Aem MOAbKO
no-naacmyncku. Haeoik nonsanus na uemeepenvkax, a mak-
Jce 6CMABAHUSL Y ONOPbL K IMOMY 8peMerU Obla YmpayeH.

Yepes 3 mec om Hauasa mepanuu 6 eo3pacme 3 200a
3 mec Oeouka Ha4ana NOA3AMb HA YEMBEPEHbKAX, A MAKICe
denamb nepavie uiazu ¢ no00epiucKoli 3a pyKy (nammepH xo00b-
0bL docmamouno epybo Hapyuier). Yepes 11 mec om nauana
Aevenuss ona cmoum camocmosmensvro (0o 1 mun). Yepes
2 200a 4 mec om Hauana neveHus (6 eo3pacme 5 nem) 0ecou-
Ka ysepenHo xo0um ¢ onopoii 045 xo0b0bl, nammepH xo0b0Obl
VAVHUUACS, NPU X00bDe NOABUAOCH ceubaHue 8 ma3zobedpeH-
Hbix cycmaeax. Yepes 3 eoda 8§ mec om Hauana aevenus Oe-
souxa c CMA 2-20 muna, panee HuK020a He X00UBUIASL CAMO-
CMosAmenbHo, Xo00um 6e3 no00epIcKU.

Knununyeckuin cnyyai 2

Tlayuenmka A., 4 eoda, duaenos: CMA 5q 3-eo muna.
Jlanuble anamHe3a: pebeHOK om npexncoedpemeHHbiX podos
Ha cpoke 35 Hed, macca meaa npu podxcoeHuu — 2320 e, oau-
Ha meaa — 49 cm, oyenka no wkanse Aneap — 8/9 6annos.
Haegvik camocmosmenvroil x00606t chopmuposan k 12 mec.
C 1 200a 5 mec nauaauce yacmole nadeHus, U3MeHUAACh NO-
xo0ka. [lpu ocmompe Hegpos02om 3an0003peHO HEPEHO-Mbi-
weunoe 3abonesarue. MonexyasapHo-eenemuueckoe uccaedo-
eéanue noomeepounro ouacno3 CMA (eviserena deneyus
aK30na 7 eena SMN 1 6 2omo3uecomHom cocmosiHuu, Koauye-
cmeo konuii eena SMN2 — 3). Ha ochosanuu Kaunu4eckoii
KapmuHsl U 0aHHbIX 00Cc1e008aHUS YCMAHOBAEH OUACHO3!
«G12. 1. CMA 5q, 3-ii mun (IHK-nodmeepcdennotii)». C au-
eaps 2023 e. pebenok noayuaem pucouniam. Tepanus Haua-
aace 8 eozpacme 1 eoda 9 mec. Ha momenm unuyuayuu me-
panuu degouka nepedeueanracs yce ¢ 604bUUM MPYOOM,
He npuvleana, He beeana, He NOOHUMAAACL NO AecmHuye. Yepes
3 mec om Hauana mepanuu (8 éo3pacme 2 eoda 3 mec) oHa
Ha4ana nOOHUMAmMbCsi N0 AeCMHUUE ¢ ONOPOLl ¢ 2 CIOPOH,
Hauan opmuposamsvcsi HAbIK npwviickos. Yepes 2 eoda nocae
Hauana mepanuu 6 sospacme 4 aem 0eeouKa camocmosmens-
Ho (0e3 0nopbl) NOOHUMAemcs o AeCHUYe, MOJCem npuce-

damb u 6cmasams u3 3moeo noaoxcenus. Ha gpone mepanuu
ommeuaemcs noaoxcumenvias ounamuxa no HFMSE:
no cpaeHeHuio ¢ oyeHkoill 6 anpene 2024 e. (3a 1 200) obuuii
oann yeeauuuacs ¢ 48 do 51. Oyenka no RULM cocmaensem
33 banna.

JaHHbIC peaJIbHOM KIMHUYECKOM MPAaKTUKU KOppe-
JIUPYIOT C TaHHBIMU KJIMHUYECKUX UCCIICTOBAHUIA, B 4aCT-
Hoctu ucciaenoBaHuss SUNFISH, ouenuBaromero apgpex-
TUBHOCTh 1 6€30IaCHOCTh IIpeliapara pUcIuIniaM y IeTei,
MOJPOCTKOB U B3pocibix ¢ nediotom CMA 5q B Oonee
Mo3aHeM Bo3pacTe. LIeHHOCTh 3TOro MCCeIoBaHUsT CO-
CTOMT B TOM, YTO B HEM aHAJIM3MPOBAJIMCH JaHHbBIC 3a 4 TO-
Ja HabmoneHus. B ucciienoBaHme ObUIM BKIIIOYEHBI B TOM
YyycyIe MalueHTh U3 Poccun.

ITo manubiM nccnegoBanuss SUNFISH, nunamuka
JIBUTaTeIbHBIX (DYHKIIMIM Yepes rofl Tepaliy pUCIUTLIIaMOM
JIEMOHCTPUPYET 3HAYMTEIbHOE YIyUYIIeHUE IO IIKaje
MFM-32 (32-item Motor Function Measure). YiryuiieHue,
JIOCTUTHYTOE B T€YEHME MEPBLIX 12 MecC Mo CpaBHEHUIO
¢ TIoKa3aTtesieM J0 Havalla JICYeHUSI, COXPaHsUIOCh Ha CTa-
OUJILHOM YPOBHE B TeU€HNE JaJbHEeNIINX 48 MeC JTeueHUsI.
B koropte maiueHToB B Bo3pacte 6—30 JIeT ¢ eCTeCTBEHHBIM
TedeHHeM 3a00JIeBaHMsI OTMEYaJIOCh CHIDKEHUE IToKa3aTe-
71 o mkajie MFM-32 Ha —2,66 6auta 3a 24 Mec.

JwuHamuka aBuratenbHbIX pyHkumii mo RULM, ko-
TOPBIN OLIeHUBaET (DYHKIIMIO BEPXHUX KOHEYHOCTEM, TaK-
K€ TeMOHCTPMPYET 3HAYMTEJIbHOE YJIydIleHUE. YIIyd-
LlIeHWe, TOCTUTHYTOe B TeueHue 24 Mec Mo CpaBHEHUIO
¢ TIoKasaTeJieM 0 Havajia JIeYeHHYsI, COXPaHsIOCh B TeUe-
Hue 48 Mec JiedeHus1. B rpymnmne miane6o u3MeHeHuit mo-
kazateJsis 1o RULM 3a aToT nepuon (hakTUIECKU He ObLITO.
Taxke nmpoBoaunach oueHka mo moayiawo SMAIS-ULM,
KOTOPBI TTO3BOJISIET OLIEHUTD CJIOKHOCTb WU MPOCTOTY
yxoja 3a nauueHToM. I1arueHThl WK Juiia, OCYIeCTB-
JISTIIOIIME YXO/I, COOOIIUIN O CTAOMJIM3AIIMK WJIN ITOCTO-
SIHHOM YJIy4ILIeHUU AUHAMUKU 110 Mmoaymio SMAIS-ULM
IIpH JIeYCHUM PUCIUTLIAMOM B TeueHue 48 Mec 110 cpaB-
HEHUIO C YPOBHEM Ha 3Talle BKIIOUEHUsI. Y TallMeHTOB,
HE IOJyYalolUX Tepaluio, MOJOXUTEIbHAs TUHAMKUKA
oTcyTcTBoBaja. OO0Ias YacTOTa HeXKeIaTeIbHBIX SBJICHUIMA
B uccinengoanuu SUNFISH 3HauutenbHOo cHM3UIACH
Ha 100 mauueHTO-JeT 3a 48 Mec JieueHuUs: B 1-i1 yactu
SUNFISH — B 3 pa3a, Bo 2-it vactu SUNFISH — B 2 pa-
3a. Takum 00Opa3oM, pUCAUILIAM IPOAEMOHCTPUPOBAJ
3¢ deKTUBHOCTD U 6€3011aCHOCTh HE TOJIbKO B KIIMHUYE -
CKMX MCCJIEIOBAaHMSIX, HO U B PeaIbHON KIMHUYECKOMN
MPaKTUKE.

Tlpu nanuuuu cumnmomose CMA 5q uau muooucmpoghuu
ouenna ons nposedeHUs MOACKYAAPHO-2eHeMUUeCcKol Ou-
ACHOCMUKU MOJCHO HANPABUMb 3A56KY NO meaeqpoHy eopsuell
auHuu: §-800-100-17-35.

Mamepuan nodeomoenen 0.A. Ilvraaesoii.
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