.. ISSN 2073-8803 (Print)
Py c C KU KYPHAI ISSN 2412-9178 (Online)

NETCKOM
HEBPOAOI'MIN

RUSSTAN JOURNAL OF CHILD NEUROLOGY




s’ TETCKOU
HEBPOAOI N

EXEKBAPTANbHbBMWU HAYYHO-NMPAKTUYECKUN PELEH3UPYEMbBMUWU XYPHAIN

WWwWWw.rjcn.ru

Llenb xypHana — nybnukaums coBpeMeHHoW MHdopmaummu o npobnemax
W BOCTUKEHUAX B 06/1aCTU HEBPOJIOTUM LETCKOTO BO3pacTa.

B »ypHane Bbl HaliaeTe MaTepuansbl, NOCBALWEHHbIE COBPEMEHHBIM METOAM
AVNArHOCTUKM U NEeYeHUs WIMPOKOro cnekTpa 3aboneBaHnit HEpBHOM CUCTe-
Mbl y fieTeit (B TOM YMCNe COBPEMEHHbBIM JOCTUXEHUAM B 06nacTh anunen-
TONOTUM), OPUrMHANBHbIE U 0030PHbIE CTaTb, OCBeLaloL e 0CO6eHHOCTH
KnaccuduKkaLmm, Ho3010rMYeckyto cneynduUYHOCTb pasanyHbiX hopm anu-
NEencun u TepaneBTMYecKUe NOAXOAbl (AaHTUINUNENTUYECKas NeKapCcTBeH-
Has Tepanus, Npexupypruyeckas [MarHocTuKa U XMpYpruyeckoe neyeHue
3NUNENCUN), a TAKXKE ONMUCAHUSA CIyYaeB PefKMUX M aTUNNYHO NPOTEKAIOLLMX
HEeBPONOrMYeckux 3abonesaHui.

Z TOM 15
@)

OCHOBAH B 2006 TI. 2 O 2, 0

Yupeaurenu: Pedaxmop A.B. Jlykuna U MACCOBLIX KOMMYHUKAUUL ISSN 2073-8803 (Print)
A.C. Ierpyxun, K.}O. Myxun Koppexmop M.A. Aupocosa 1TH Ne @C 77-22926 ISSN 2412-9178 (Online)

Juszaiin E.B. Ctenanosa om 12 aneaps 2006 2.
Anpec penakumu: Bepcmia O.B. Toruapyx Pycckuit xypHan
115478, Mocksa, Kammpckoe wmocce, 24, TIpu noHO# WM YACTHYHOI JIETCKOI HEBPOJIOTUU.
ctp. 15, HUU kanueporeHesa, 3-i atax Cayancba noonucku u pacnpocmp p aTKe MATePHAJIOB CChLIKA 2020. Tom 15. Ne 1. 1-68.
Ten./dakc: +7 (499) 929-96-19 .B. IlIypraesa, +7 (499) 929-96-19, Ha XKypHal «Pycckuii JKypHaa neTcKoii
e-mail: abv@abvpress.ru base@abvpress.ru HEBPOJIOTHH» 00s13aTeIbHA. © 000 «M 1 «ABB-mipecc», 2020
www.abvpress.ru

Pykosodumens npoekma Pepnaxuus He HeceT OTBETCTBEHHOCTH INonnucHoit nHAEKC B KaTanore
CraTbH HANPABJISATD 0/MGEMCMBEEHHOMY A.B. loHcKuX, 3a coziepKaHue MyOIMKyeMbIX «ITpecca Poccum» — 88083
cexpemapio O.A. [Tbu1aeBoit +7 (499) 929-96-19, PEKJIaAMHBIX MATEPHAJIOB.
e-mail: rjcn@epileptologist.ru a.donskih@abvpress.ru OrrnieyataHo B TUTorpaduu

B crarsax npencrasiena 000 «Menuaxonop»

Koopdunamop no ceésnzsam Kypuan 3apeeucmpuposar ¢ PedepanbHoii TOYKA 3peHHs] ABTOPOB, Tupax 2000 sx3.
C 00WeCMBEHHOCHbIO, HCYPHAAUCT cayacbe no Hao3opy 6 cghepe cessu, KOTOPasi MOKeT He COBNAIATh

E.K. Mowuceesa UHGOPMAYUOHHBIX MEXHON0UIL € MHEHHEM peIaKkIiHu. WwWW.rjen.ru



pssiy' IIETCKOM
HEBPOAOT UM

[JIABHBII PEJIAKTOP
Iletpyxun Auapeii Cepreesud, d.:m.H., npogeccop Kagpedpsl Heeporoeuu u Heiipoxupypeuu aeebnoeo gaxyssmema PI'BOY BO «Poccuiickuii
HAayUuoHaNbHbLL uccredosamenvckuil Meduyunckuii ynugepcumem um. H.U. Ilupoeosa» (PHUMY um. H.HU. [Tupoeosa) Munzopasa Poccuu, deii-
cmeumenvHolii uaen Medxcdynapooroi accoyuayuu demckux Hegponoeos, Eeponeiickoi axademuu snusencuu (EUREPA), Koponesckoeo medu-
yuHckoeo obuecmea Beauxobpumanuu (Mockea, Poccus)

3AMECTUTEJIb ITTABHOI'O PEJJAKTOPA
Myxun Koncrantun IOpbeBud, 0.:m.H., npogheccop, pykoeodumenv Knunuku Hncmumyma demckoii nesponoeuu u snusencuu um. Cesmumens
Jlyku, deticmeumenvshuiii unen u sxcnepm EUREPA (Mockea, Poccus)

OTBETCTBEHHBII CEKPETAPH
ITeinaesa OJibra AHATOJILEBHA, HEGPON02, FNUNENMON02, accucmerm pyKosodumens Kaunuku Mnemumyma demcKoil Heeponoeuu u snunencuu
um. Cesmumens Jlyku (Mockea, Poccus)

PEJAKIITMOHHAS KOJUIETUA
AnmxaHoB Asmxan AMpY/UIaxoBud, 0.m.H., npogeccop, 3agedytouuii omoenenuem ayuesoii duacnocmuku ©I'BY « Poccuiickas demckas kaunuue-
ckas boavHuya» Munzdpasa Poccuu (Mockea, Poccus)
Benonacos Baagumup Bukroposuy, d.m.x., npogeccop, 3acayxcennviii 6pau PD, enasmuiii neeponoe KOxcrnoeo gedepanvroeo okpyea, uaen nayu-
Ho2o cosema no nesponoeuu PAH u Munzdpasa Poccuu, 3asedyrouuii kageopoii nepenuix 6onesneii @TBOY BO «Acmpaxanckuii eocydapcmeen-
Hblll Meduyunckuil ynusepcumem» Munzopasa Poccuu (Acmpaxans, Poccus)
Benoycosa Enena JImutpueBna, d.m.H., npogheccop, pyKkosodumenb omoena NCuxonesposouu u snuisenmonoeuu Hayuno-uccredosamenvckoeo
Kaunuyecko2o uncmumyma neduampuu @ITBOY BO «PHUMY um. H.H. ITupozoea» Munzdpaea Poccuu (Mockea, Poccus)
Buaacos ITasen Hukonaesuy, 0.m.4., npogeccop kagedps: Heparoix 6oaesneit @TBOY BO «Mockosckuii eocyoapcmeentblii MeOuKko-cmomamo-
noeuveckuil ynusepcumem um. A.U. Eedoxumosa» Munzopasa Poccuu (Mockea, Poccus)
T'yzeBa Banentuna VBanoBHa, 0.m.1., hpogeccop, uren-koppecnondenm Poccuiickoii akademuu ecmecmeennvix nayk (PAEH), eaasnbiii dem-
ckuil Hesponoe PD, 3asedyrowas kagedpoii nepsrvix 6oaesneti DI'BOY BO «Cankm-Ilemepbypeckuii eocyoapcmeentblii neduampuyeckuii meou-
yunckui ynugepcumem» Munsopasa Poccuu (Cankm-Ilemepbype, Poccus)
3bikoB Banepwii Iletposuy, 0.x.4., npogeccop, 3asedyrouuii kaghedpoii neeponoeuu demckoeo éospacma PI'BOY JT10 «Poccuiickas meduyun-
cKas aKkademusi HenpepvleHoeo npogeccuonansioeo oopazosanus» (PMAHIIO) Munzdpasa Poccuu (Mockea, Poccus)
Kpasuos IOpuii UBanoBuy, 0.:m.4., npogheccop, uien-koppecnondenm PAEH, 3acayxcennoiii Oesmens nayku PD, 3asedyrouuii kagedpoii Heepo-
n02uu neduampuueckoeo gaxyssmema @IBOY BO «Ilepmckas eocydapcmeennas meduyunckas akademus um. akad. E.A. Baenepa» Mun3zdpaea
Poccuu (Ilepmv, Poccus)
Manbmoepr Cepreii AleKCaHaPoOBUY, 0.M.H., 3A6e0VIOuUL omoeaeHuem NCUXOHe8POA0UU C UeHMPOM peabuiumauyuu demeil ¢ 08u2amenbHbIMU
napywenusmu PIbY3 «llenmpanvhas demckas kaunuueckas 6oavHuya Pedeparvhoco meduko-ouonoeuueckoeo acenmemea» (Mockea, Poccus)
Macaosa Oubra UBanoBHa, 0.m.1., hpogheccop, 3acayxncennsiii desmens nHayku P®, 3asedyrouas omoesom nCuxodIMOUUOHAAbHOU pa3epy3K,
KOCHUMUBHOU NOO0ePICKU U KOPPEeKUUOHHO-60CCMAHO8UMeNbHOI nomowu Hayuno-uccaedoeamenscko2o uHcmumyma npouaakmu4eckoli ne-
Juampuu u eoccmanosumenvroeo aeverus OIAHY « Hayuonanvholii MEOUUUHCKULL UCCAe008amMenbCKUll yenmp 300pogbs demeil» Munzopasa
Poccuu (Mockea, Poccus)
TIpycakos Baamumup ®Penoposud, 0.:m.H., npogheccop, enaguiii Hewmamubiii demckuii Heeponoe Munzopasa Pecnybauxu Tamapcman, 3agedy-
rowuil kagedpoii demckoil Hegpoaoeuu Kasarnckoil eocyoapemeennoii meduyunckou axademuu — guauasa @IbOY 110 PMAHIIO Munsdpasa
Poccuu (Kaszanw, Poccus)
Pynakosa Vipuna TennaabeBHa, 0.m.4., npogheccop kaghedpwr nesponocuu gaxyromema ycogepuiencmeosanus épaueit I'bY3 MO «Mockosckuii
001acmMHOI HAYHHO-UCCAC008aMeNbCK ULl KAuHuvecKkuil uncmumym um. M.@. Biadumupckoeo», 6pay gvicuieil Kameeopuu, 3aCAyiHceHHbIi pabom-
Huk 30pasooxparenus Mockoesckoii obnacmu (Mockeéa, Poccus)
Xommn Anekceii AneKCaHApoOBHY, O0.M.H., npogeccop Kageopvl Hesposocuu, Heupoxupypeuu u MeOUUUHCKOU eeHemuku neouampu4eckoeo
garxysvmema OI'bOY BO «PHUMY um. H.U. ITupoeosa» Munzdpasa Poccuu (Mockea, Poccus)

PEJTAKLIMUOHHBII COBET
Esrymenko CranuciaB KoHCcTaHTHHOBWY, 0.M.H., npogeccop, uien AMepuKkanckoi akademuu yepeGpaibHoeo napaiuya, 0emcKuii Heeponoe,
INUNENMON02, KAUHUYECKUT HeLIPDOUMMYHOA02, 3a6edylouuill Kagedpoli demcKoil Hespoaouu Gakyismema nocaeduniomMHo2o oopasosanus JJo-
HeyKoeo HaUyUOHANbHO20 MeduyuHckoeo yHueepcumema um. M. Topvkoeo (loneyx, Yipauna)
Kanununa Jlapuca BacuabeBHa, 0.:m.H., npogheccop kaghedpsi Heeponoeuu, Heipoxupypeuu u MeOUUUHCKOU 2eHeMUKU Neouampu4eckozo pakyib-
mema @T'BOY BO «PHUMY um. H.U. Iupozosa» Munsopasa Poccuu (Mockea, Poccus)
Kapios Biragumup Anekceesud, 0.m.H., npogeccop, uien-koppecnondenm PAH, npogeccop kagpedpsr Heaponoeuu u Helpoxupypeuu ne4e6Ho2o
pakyssmema @PI'BOY BO «Mockosckuii 2ocydapcmeenHbiii meduko-cmomamonoeuyeckuii ynusepcumem um. A.U. Eedoxumosa» Munsopasa
Poccuu, sacayncennviii desmens nayku PO (Mockea, Poccus)
Kotos Cepreiit Bukroposuy, 0.m.H., npogheccop, enaenuiii Heeporoe Mockosckoil obaacmu, pykogodumens omoeneHus: Hegpoaouil, 3a8e0yruull
Kagedpoii neapoaoeuu gaxyrsmema ycosepuiencmeosanus epaeii I'BY3 MO «Mockosckuii 061acmHoll HayMHO-UCCAe008AMENbCKUN KAUHUYe-
cxuil uncmumym um. M.D. Bradumupckoeo» (Mockea, Poccus)
@ennn Anaronnii IBaHoBuY, 0.:m.H., hpogheccop, akademuk PAEH, nepeuiii npopexmop — npopexmop no yue6noii pabome u 3agedyiousuii Kagpe-
dpoii Hegponoeuu gakyrvmema 0ONOAHUMENbHO0 npodeccuonanshoeo oopasosarnus PIBOY BO «PHUMY um. H.U. Iupozosa» Munsdpasa
Poccuu (Mockea, Poccus)

3APYBEXHBIE PETAKTOPBI
Jlpase Illapiorra, ncuxuamp, snusenmonoe, npesudenm gpanyysckoi Jlueu no 6opwvoe ¢ snusencueil u ysen Komuccuu no xaaccuguxayuu
PasnuMHbIX 8UA08 dnuaencuii Mexcoynapoonoii anmusnunenmuueckoii aueu (Mapcens, Opanyus)
Tonak OmuBbe, npogeccop, Hetiponeduamp, npeaudenm HayuHoeo cosema Ppanyyszckoeo onoa no uccredosanuio snunencuu (llapuxc, Ppan-
yus)
XousTxay3en XaHc, dokmop meduyumnl, npogeccop, uaen HayuHo-3Kkcnepmuoeo cosema Schon Klinik (omodenenus neduampuu, neiiponedua-
mpuu, snurenmonocuu) (Poxmepoiid, lepmanus)
Kmiorep T'epxapn, doxmop meduyunst, npogeccop 3arvubypeckoeo Yuusepcumema, cmapuiuii KOHCYAbManm omoeneHus Heliponeouampuu u He-
8ponoeutecKkoll peaburumayuy yenmpa snuaencuu ons demet u noopocmkos Schon Klinik (@oxmepoiid, Iepmanus)



RUSSIAN

JOURNAL of

CHILD

NEUROLOGY

QUARTERLY

PEER-REVIEWED

SCIENTIFIC-AND-PRACTICAL

The aim of the journal is to publish up-to-date information on problems
and achievements in the field of childhood neurology.

In the journal you will find materials devoted to modern methods of diag-
nosis and treatment of a wide range of neurological disorders in children
(including innovative therapies for epilepsy), original articles and litera-
ture reviews describing the classification features, nosologic specificity
of multiple types of epilepsy and therapeutic approaches (antiepileptic
drug therapy, presurgical diagnosis and surgical treatment of epilepsy),
and descriptions of cases of rare and atypical neurological diseases.

FOUNDED IN 2006

Founders:
A.S. Petrukhin, K.Yu. Mukhin

Editorial Office:

Research Institute of Carcinogenesis,
Floor 3, Build. 15, 24 Kashirskoye
Shosse, Moscow, 115478

Tel./Fax: +7 (499) 929-96-19

e-mail: abv@abvpress.ru
www.abvpress.ru

Atrticles should be sent to Secretary
in Charge O.A. Pylaeva
e-mail: rjcn@epileptologist.ru

Coordinator of public relations, journalist
E.K. Moiseeva

Editor A.V. Lukina
Proofreader M.A. Androsova
Designer E.V. Stepanova
Maker-up O.V. Goncharuk

Subscription & Distribution Service:
L.V. Shurgaeva,

+7 (499) 929-96-19,
base@abvpress.ru

Project Manager

A.V. Donskih,

+7 (499) 929-96-19,
a.donskih@abvpress.ru

The journal was registered at the Federal
Service for Surveillance of Communications,

Information Technologies and Mass
Media (PI No. FS 77-22926 dated
12 January 2006).

If materials are reprinted

in whole or in part, reference must
necessarily be made to the journal
“Russkiy Zhurnal Detskoy
Nevrologii”.

The editorial board is not responsible
for advertising content.

The authors’ point of view given
in the articles may not coincide

with the opinion of the editorial

board.

JOURNAL

www.rjcn.ru

VOL. 15
%

2 0 2 0

ISSN 2073-8803 (Print)
ISSN 2412-9178 (Online)

Russkiy Zhurnal Detskoy
Nevrologii.

2020. Volume 15. Ne 1. 1-68.
© PH “ABV-Press”, 2019

Pressa Rossii catalogue index:
88083

Printed at the Mediacolor LLC
2000 copies

www.rjcn.ru



i TETCKOM 1
HEBPOAOTUMU

EDITOR-IN-CHIEF

Petrukhin Andrey S., MD, PhD, Professor of Department of Neurology and Neurosurgery of the N.I. Pirogov Russian National Research Medical
University, Ministry of Health of Russia, Full Member of the International Association of Child Neurologists, European Academy of Epilepsy
(EUREPA), Royal Medical Society of Great Britain (Moscow, Russia)

DEPUTY EDITOR-IN-CHIEF
Mukhin Konstantin Yu., MD, PhD, Professor, Head of Clinic of Svt. Luka’s Institute of Child Neurology and Epilepsy, Full Member and Expert
of the EUREPA (Moscow, Russia)

SECRETARY IN CHARGE
Pylayeva Olga A., Neurologist, Epileptologist, Assistant to the Head of Clinic of Svt. Luka's Institute of Child Neurology and Epilepsy (Moscow,
Russia)

EDITORIAL BOARD
Alikhanov Alikhan A., MD, PhD, Professor, Head of Department of Radiologic Diagnostics of the Russian Pediatric Clinical Hospital
of the Ministry of Health of Russia (Moscow, Russia)
Belopasov Vladimir V., MD, PhD, Professor, Honored Physician of the Russian Federation, Head of the Department of Nervous Diseases
of the State Budgetary Institution of Higher Education Astrakhan State Medical University of the Ministry of Health of Russia, Member
of the Scientific Board in Neurology of the Russian Academy of Sciences and Ministry of Health of Russia, Chief Neurologist of the Southern
Federal District (Astrakhan, Russia)
Belousova Elena D., MD, PhD, Professor, Head of the Department of Epileptology and Psychoneurology Research Clinical Institute of Pediatrics,
N.I. Pirogov Russian National Research Medical University, Ministry of Health of Russia (Moscow, Russia)
Vlasov Pavel N., MD, PhD, Professor of the Department of Nervous Diseases of the State Budgetary Institution of Higher Education
A.I. Evdokimov Moscow State Medical and Dentistry University of the Ministry of Health of Russia (Moscow, Russia)
Guzeva Valentina 1., MD, PhD, Professor, Chief Child Neurologist of the Russian Federation, Academician of the Russian Academy of Natural Sciences,
Head of the Department of Nervous Diseases of the State Budgetary Institution of Higher Education St. Petersburg State Pediatric Medical
University of the Ministry of Health of Russia (St. Petersburg, Russia)
Zykov Valeriy P., MD, PhD, Professor, Head of the Department of Childhood Neurology of the State Budgetary Institution of Post-Graduate
Education Russian Medical Academy of Post-Graduate Education of the Ministry of Health of Russia (Moscow, Russia)
Kravtsov Yury 1., MD, PhD, Professor, Honored Scientist of the Russian Federation, Head of the Department of Neurology of the Pediatric
Faculty of Acad. E.A. Wagner Perm State Medical Academy of the Ministry of Health of Russia (Perm, Russia)
Malmberg Sergey A., MD, PhD, Head of the Department of Psychic Neurology with the Center for Rehabilitation of Children with Motor
Disorders of the Health Care Institution Central Pediatric Clinical Hospital of the Federal Medical and Biological Agency (Moscow, Russia)
Maslova Olga 1., MD, PhD, Professor, Honored Scientist of the Russian Federation, Head of the Department of Psychic and Emotional
Relaxation, Cognitive Support, and Correction and Restoration Aid of the Research Institute of Preventive Pediatrics and Restorative Treatment
of the National Medical Research Center of Children’s Health (Moscow, Russia)
Prusakov Vladimir F., MD, PhD, Chief External Child Neurologist of the Ministry of Health of the Republic of Tatarstan, Head of the Department
of child neurology of the State Budgetary Institution of Post-Graduate Education "Kazan State Medical Academy” of the Ministry of Health
of Russia (Kazan, Russia)
Rudakova Irina G., MD, PhD, Professor of the Department of Neurology of the Faculty of Physicians’ Advanced Training of the State Budgetary
Institution of Medical Education M.F. Viadimirskiy Moscow Regional Research Clinical Institute, High Level Certificate Physician, Honored
Health Care Professional of Moscow Region (Moscow, Russia)
Kholin Alexey A., MD, PhD, Professor of the Department of Neurology, Neurosurgery, and Medical Genetics of the Pediatric Faculty
of the State Budgetary Institution of Higher Education N.I. Pirogov Russian National Research Medical University of the Ministry of Health
of Russia (Moscow, Russia)

EDITORIAL COUNSIL
Evtushenko Stanislav K., MD, PhD, Professor, Member of American Academy for Cerebral Palsy, Child Neurologist, Epileptologist, Clinical
Neuroimmunologist, Head of the Department of Child Neurology of the Postgraduate Education Faculty of M. Gor’kiy Donetsk National Medical
University (Donetsk, Ukraine)
Kalinina Larisa V., MD, PhD, Professor of the Department of Neurology, Neurosurgery, and Medical Genetics of the Pediatric Faculty
of the State Budgetary Institution of Higher Education N.I. Pirogov Russian National Research Medical University of the Ministry of Health
of Russia (Moscow, Russia)
Karlov Vladimir A., MD, PhD, Professor, Corresponding Member of the Russian Academy of Sciences, Professor of the Department of Neurology
and Neurosurgery of the Therapeutic Faculty of the State Institution of Higher Education A.1. Evdokimov Moscow State Medical and Dentistry
University of the Ministry of Health of Russia, Honored Scientist of the Russian Federation (Moscow, Russia)
Kotov Sergey V., MD, PhD, Professor, Chief Neurologist of the Moscow Region, Head of the Department of Neurology of the Faculty
of Physicians’ Advanced Training of the State Budgetary Institution of Medical Education M.F. Viadimirskiy Moscow Regional Research
Clinical Institute (Moscow, Russia)
Fedin Anatoliy I., MD, PhD, Academician of the Russian Academy of Natural Sciences, First Vice-Rector — Vice-Rector for academic work,
and Head of the Department of Neurology of the Faculty of Post-Graduate Education of the State Budgetary Institution of Higher Education
N.I. Pirogov Russian National Research Medical University of the Ministry of Health of Russia (Moscow, Russia)

FOREIGN EDITORS
Dravet Charlotte, Psychiatrist, Epileptologist, President of the French League Against Epilepsy and Member of the Committee for Classification
of Various Types of Epilepsy of International League Against Epilepsy (Marseilles, France)
Dulac Oliver, Professor, Neuropediatrician, President of the Scientific Council of the French Foundation for Epilepsy Research (Paris, France)
Holthausen Hans, MD, Professor, Member Scientific Board of Schon Klinik (Pediatrician, Neuropediatrics, Epileptology) (Vogtareuth, Germany)
Kluger Gerhard, MD, Professor of University of Salzburg, senior consultant of Neuropediatrics and Neurological Rehabilitation of the Epilepsy
Center for Children and Adolescents Schon Klinik (Vogtareuth, Germany)



i

ABB

p

HE MPOCTO U3AATENbCTBO -
COOBLLECTBO MEAULINHCKUX CNELLUANTACTOB

www.abvpress.ru

Onronorma CeroaHs

AAAAAAAAAAAAAAAAAAAAAAAAAAAAAAAAA

COBPEMEHHAGA4

KAPIMOJOTIUA S

YpoJiorus

“ HEBPOHOFI/IH

( ErOﬂ'Hﬂ ‘ AAAAAAAAAAAAAAAAAAAAAAAA

MATPUA
QCEF LLHH\M @@z AKYLWEPCTBO

7 I'VIHBKOJ'IOFI/I91_

K'Y PHAI=ND

EEEEEEEEEEEEEEE VPOHOFMH

uuuuuuuuuuuuuuuuuuu
uuuuuuuuuuuuuuuuuuu

HHHHHHHHHHHHHHHHHHHHHHHHHHHHHHHHHHH

KAHHWLHCT

e AHIPOAOI' M

M TEHMTAABHAS XVPYPT VIS

@ )F;(y)’CPCHKAMﬂI;I HE TC KOﬂ
HEBPOAOI'MU

HEI/IPOXI/IPYPI‘I/IH

MEOLIHCKIA
@l TVPLI3M

© o [OJIOBD

HayuHo-npaKTUuecKkuit
peueHaupyembiit
nnnnnn

uuuuuuuuuuuuuuuuuuuuuuuuuuuuuuuuuuuuuuuuuuuuuuuuuuu

YCNEXH
MOJEKYNSPHOM

oHuonor““ | nnnnnnnnnnnnnnnnnnn

onyxonwu

}KEHCKOI?I

PEIMPO/YKTHBHON
CUCTEMBI s

CKUIA PELIEH3UPYEMbIV XYPHA

PoccuiicKuil

-
buomepanesmuyeckuil
H{vp Han Rossiysky Bioterapevtichesky Zhurnal




s IETCKOM 1
HEBPOAOI' MM

COAEPHAHNE

OPUTHUHANDBHBIE CTATbH
C.A. Manvmbepe

HMaponatuyeckas Xoab0a HA MAJTbIAX CTOM B IETCKOM BOBPACTE .« & v v « & v o o o o o o o o o o o o o o o o o o oo 8
A.U. Kyonau, /[.A. Kom, JI. B. lllarvkeeuu
®opmupoBanue GeHOTHNA «IMUIENICHA—AYTH3M» B TIETCKOM BO3PACTE « « « & o « v v o o o o o o o o o o o o o o o 18

B.E. Kumaesa, A.C. Komos
Cepust nanueHToB ¢ ()eOPUIBHBIM IMUIENTHIECKAM CTATYCOM: KIMHHYECKHE NPOSIBJICHHS
H JIOJTOCPOUHBIA KATAMHES & « & « ¢ o o o o o o o o o o o o o o o o o o o o o o o o o oo o o oo oo ooesnoons 28

KNUHHYECKRHE HABNIOAEHKA

A.B. lIpobumosa, A.IO. Kapacs, H. B. Macaosa, K. IO. Myxun
CuHIpOM 3NMJIENCHH, CBA3AHHDII ¢ (eOpuIbHOI nH(peKIueil: 0TaaeHHbIE NOCTIEACTBIA
(COOCTBEHHBIA OMBIT HAOMIOMEHMA) . « o o o « o ¢ o o o v o o e e e e e e e o e o e o oo o n e e e eeeeeeeees 40

H.IO0. Ilepynosa, M. IO. boobwvirosa, T. M. IIpvieyrnosa

Kmnuko-asekTposnnedanorpaduyeckas XapakTepucTHKA HeiipoereHepanun

C HAKOILIEHHEM KeJjie3a B MO3Te 5-T0 THIA Y AETEH HATIPUMEPE SCIYUAEB .« « o ¢ ¢ v v o o o o o o 0 o o o o o o o s 47
MCTOPUA HEBPOJIOTHHK

K. b. Manvuuesa, C. b. Manviues
W3 ucropuu cosnanus Kadeapbl HepBHbIX 00J1e3Hei JlarecTaHCKOro MEIMIMHCKOTO MHHCTHUTYTA . . . « « « o o . . . 62

HHOOPMALMA ANA ABTOPOB . . .. . ... .. et i i 68



pssis' IIETCKOM 1
HEBPOAOI' M

CONTENTS

ORIGINAL REPORTS
S.A. Malmberg

Idiopathic toe-walking in childhood. . . . . . . . . . . . . . . . e e e e e e e e 8
A.l. Kudlatch, D.A. Kot, L.V. Shalkevich

Formation of the phenotype “epilepsy—autism” inchildhood . . . ... ... ... ... ... ........... 18
V.E. Kitaeva, A.S. Kotov

Series of patients with febrile status epilepticus: clinical manifestations and long-term follow-up . . ... ... .. 28

CLINICAL CASE

A.V. Drobitova, A. Yu. Karas, N.V. Maslova, K. Yu. Mukhin
Febrile infection-related epilepsy syndrome: long-term consequences
(OWN ObSErvations) . . . . . . v i i i i i i e e e e e e e e e e e e e e e e e e e e e e e e e 40

N. Yu. Perunova, M. Yu. Bobylova, T. M. Prygunova

Clinical and electroencephalographic characteristics of neurodegeneration

with brain iron accumulation type 5 in children on the example of Scases. . . . . .. ... ... ... ....... 47
HISTORY OF NEUROLOGY

K.B. Manysheva, S.B. Manyshev
History of creation of the Department of Nervous System Diseases in Dagestan Medical Institute . . . . ... .. 62

INFORMATION FOR AUTORS



IIETCKOM
HEBPOAOT UM

Haouonamuyeckad xoab0a Ha nanbuax cmon B AeMCKOM Bo3pacme

C.A. Mansmb6epr
Kaghedpa kaunuueckoil gpuzuonoeuu u hyHKYUOHAAbHOU OuacHocmuku Akademuu nocmounioMHo20 00pa3o06anus
Dedepanvhoeo HayuHo-Kaunu1eckoeo yenmpa Dedepanvrnozo meduro-ouonoeuueckoeo acenmemea Poccuu;
Poccus, 125371 Mockea, Boaokosamckoe wocce, 91;
DI'BY3 «llenmpanvhas demckas Kaunuyeckas 6oavHuya PedeparvHoeo meduxo-ouosoeuueckozo acenmemea Poccuu»;
Poccus, 115409 Mockea, ya. Mockeopeuve, 20

Konmarxmor: Cepeeii Anexcandposuy Manvmbepe sergej.malmberg@gmail.com

Beeodenue. Houonamuueckas xoovba Ha naavyax cmon (UXII) 6 demckom 6ospacme seasiemes 006poKavecmeeHHbiM 803paACm3aA8UCUMbIM
PAccmpoiicmeom HOpMAAbHOU (hopmyabl X00bObL.

Ileab pabomor — Hegponoeuueckuil, KamamHecmu4eckuil u a1eKmponeiipomuocpaguyeckull anaius navuenmos ¢ UXI1.

Mamepuaast u memoowt. Hccaedyemyro epynny cocmaguau 59 nayuenmog é 6ozpacme om 1 coda 4 mec do 15 sem (cpeduuii 6o3pacm
6,10 % 3,54 200a) ¢ npeobnadanuem auy myxcckoeo noaa (76 %) u debromom Hapywenuii 6 eozpacme 0o 4 nem é 83 % cayuaes, Hopmans-
HbIM GHAMHE30M U OMCYMCMEUeM NPU3HAK08 OP2AHUHECK020 Heapoao2uuecKo2o deuyuma.

Pesyasmamut u év1600v1. 11pu npogedenuu duggepenyuansoii duaznocmuku O6biaU UCKAIOYEeHbl 0emCKULl yepeOpanbHblil napaiut, cnacmu-
Yeckas napanneeusi, nepughepueckue Hegponamuu, MUonamuu u opyeue 3ab6onesanus kax 6o3modcHoie npudunst UXII. Boiserena evicokas
PacnpocmpanHeHHOCMy KOMOPOUOHbIX paccmpoiicme Hegpomuueckozo chekmpa y nayuenmos ¢ UXII, umo onpedenuno yenecoobpasrocms
mpankeuauzupyrowell u ankcuorumuyeckoi mepanuu 6 50 % cayuaes. DaekmpoHelipomuoepagus He 8blaeULA NAMOAOUU nepudepute-
cK020 HelipomomopHoeo annapama. Kamamnecmuueckoe Habato0eHue 6 mevenue 2—6 aem noKa3an0 NOAHbLL CHOHMAHHbLI peepecc Hapy-
weHull pucynrka xo0voul 6 84,8 % cayuaee k 7—8 eodam wcuznu. Popmuposanue KOHMPAKMYp 201eHOCMONHBIX CYCIMABO8 Y 5 NAUUEHMO8
mpebosano onepamughoti koppekyuu. O6cyncoeHsb: 60npocsl AeuebHOl maKxmuky (2uncoganue, opme3upoganue cmon, bomyauHomepanus,
@usuoneuenue). Illoomeepoicdeno omcymemeue dokazamenbHoeo 3¢hpexma OaHHbIX NeHeOHbIX MePONPUSMULL.

Karoueente caosa: uduonamuueckas xoovba Ha nasvyax cmon y demeil, ouggepeHyuarvHolli OuaeHo3, aeuernue, O0MyAUHOMepanus, KOH-
MpaKmypol 6 201€HOCMONHbIX CYCMABAX

Jlas uumuposanus: Manvmbepe C.A. Houonamuueckas xodvba Ha nasvyax cmon 6 demckom eo3pacme. Pycckuii scypran demckoii Hegpo-
aoeuu 2020;15(1):8—17.

DOI: 10.17650,/2073-8803-2020-15-1-8-17 D)y ]

IDIOPATHIC TOE-WALKING IN CHILDHOOD

S.A. Malmberg
Department of Clinical Physiology and Functional Diagnostics, Academy of Postgraduate Education, Federal Research and Clinical
Center, Federal Medical and Biological Agency of Russia; 91 Volokolamskoe Shosse, Moscow 125371, Russia;
Central Children’s Clinical Hospital, Federal Medical and Biological Agency of Russia; 20 Moskvorechye St., Moscow 115409, Russia

Background. Idiopathic toe walking (ITW) in childhood is a benign age-dependent disorder of the normal walking formula.

Objective: neurological, catamnestic and electromyographic analysis of patients with ITW.

Materials and methods. The study group consisted of 59 patients aged 1 year 4 months to 15 years (mean age is 6.10 ~ 3.54 years) with
a predominance of males (76 %) and the onset of violations in the age of 4 years in 83 % of cases, a normal history and the absence of signs
of organic neurological deficiency.

Results and conclusions. As a result of differential diagnosis cerebral palsy, spastic paraplegia, peripheral neuropathy, myopathy and other
diseases as possible causes of ITW were excluded. A high proportion of comorbid disorders of the neurotic spectrum in patients with ITW was
determined, so tranquilizing and anxiolytic therapy was indicated in half of the patients. Electromyography doesn’t revealed pathology of pe-
ripheral neuromotor apparatus. Follow-up monitoring for 2—6 years, showed complete spontaneous regression of violations of the pattern
of the walk at §4.8 % of the patients of 7—8 years of life. The formation of contractures of the ankle joint in 5 patients required operative
correction. The issues of therapeutic tactics (gypsuming, orthosis of feet, botulinum toxin therapy, physiotherapy) were discussed. The absence
of evidence-based effect of therapeutic measures is confirmed.

Key words: idiopathic toe-walking in childhood, differential diagnosis, treatment, botulinum toxin therapy, contractures in the ankle joint

For citation: Malmberg S.A. Idiopathic toe-walking in childhood. Russkiy zhurnal detskoy nevrologii = Russian Journal of Child Neurology
2020;15(1):8—17. (In Russ.).



IETCKOM
HEBPOAOT UM

Bsepnexue

WnnomnaTuueckasi, Wiv IMpUBbIYHAS, XOAb0a Ha MaJlb-
max cron (MXII) B meTckoMm Bo3pacTe SIBISICTCS pacIpo-
CTpaHEHHBIM PACCTPOICTBOM HOPMAaIbHON (HOPMYJIbI
XOIbOBI, B OCHOBE KOTOPOTO JICXKUT, KaK IIPaBWIO, TPaH-
3UTOpHAas OuiaTepajbHasi X0ab0a ¢ ONOPOIi TOJILKO Ha TIe-
peIHNE OTHEIBI CTOIBI M TTAJIbIIBI IIPU HETOCTATOYHOCTH
OIIOPHO (GYHKLIMU NATOYHOM KoctH [6, 7, 15, 19]. B an-
rnosi3piuHoM nutepatype MXII cooTBETCTBYIOT TEPMUHBI
“idiopathic toe-walking” u “habitual toe-walking”. Tou-
Hble JaHHbIe 0 pacnpocTpaHeHHOCcTU UXII y nereii B poc-
CHUIACKO1 TTOMYJISIIAY Hen3BecTHBI. OMHAKO MPaKTUIECKUA
OITBIT ITOKA3BIBACT, YTO JAaHHBIC HAPYIIICHUS OMOMEXaHU-
KU XOABOBI cpeu JeTeit, 0coO0eHHO MIIallIeli BO3pacTHOM
TPYIIIBI ¥ IOLIKOJIBHOTO BO3pacTa, MpeACcTaBIeHbI JOCTa-
TOYHO IIUPOKO 1 HE SIBJISIOTCS KITMHUIECKON PeIKOCTHIO.
HecMoTpss Ha 3TO, B OT€UYECTBEHHOI HEBPOJOTMYECKOM
JIMTEpaType U PYKOBOICTBAX, IMOCBSIIEHHBIX BOIIPOCaM
HEBPOJIOTMH IETCKOTO BO3pacTa, ITOA00HBIe HAPYIICHUS
HE pacCMaTpUBAIOTCS, & YUCJIO MEAULIMHCKUX ITyOIMKaLUid
10 JAaHHO TeMe B PYCCKOSI3BIYHBIX M3MAHUSIX HUITOXKHO
Maito. CTaJIKMBasICh ¢ IMIOTOOHBIMU MAllMEHTaMM, HEBPO-
JIOTY, OPTOIIEAY X CMEXXHBIM CITCIIMATINCTAM IIPUXOIUTCS
pelIaTh MBI KOMIUIEKC BasKHBIX TMAarHOCTUIECKUX BO-
mmpocoB. OHU KacaloTCs NCKITIOYCHUS KAKOT0-JIM00 HEPB-
HO-MBIIIEYHOTO 3a00JIEBaHMSI, CIIACTUICCKON (DOPMEBI
IeTckoro mepedpanpHoro mapanmda (JILIIT), Hacmenct-
BEHHOM CITacCTUYECKON maparuierni, (poKaJbHOM AUCTO-
HUM C BOBJIEYUEHUEM MBI CTOIBI, BPOXIEHHON KOH-
TPaKTYpPhl TPEXIJIaBOM MBIIIIIB TOJICHH, ITPUBOMSIICH
K YKOPOYEHUIO axunoBbix cyxoxwiuit. detn ¢ UXIT —
YaCThIiA KOHTUHIEHT HeHpOo(U3UO0IOTOB JJIs1 [IPOBEACHMSI
anekTpoHeripoMuorpadun (DMI') ¢ Henpio NCKITIOYeHUS
(YHKIIMOHAJIBHBIX HAPYIIICHUIT CO CTOPOHBI CTPYKTYP IIe-
pudepnyecKoro HEMPOMOTOPHOIO ammapara. Takum
obpazom, UXH npexncrasisieT onpeaesieHHbIE TPYIHOCTU
IUIST TMAaTHOCTUKUA W, TIO CYTH, SBJISICTCS AUArHO30M
nckmoueHusd [12, 28]. AnarHocTu4ecKuii MOMCK OCJIOXK-
HSIET OTCYTCTBHE OOIICIIPUHSTON Ne(UHUIINU JaHHOTO
CHMITTOMOKOMILIEKCA CPENN POCCUMCKHX CITeIIUAINCTOB.
Kak naun6onee 6nuskass UXII nmo3uiust B MexnyHapos-
Holt Kitaccudukanuy 6onesHeii 10-ro mepecMoTpa MOXET
paccMarpuBatbes pyoprka R.26.8 «/Ipyrue n HeyTouHeH-
HBbIE HapyIICHMS ITOXOAKHM M MOIBYKHOCTI». BaxkHBIMU
C IMPAaKTUYECKON TOYKH 3PEHUS IPEACTABIISIOTCS OTBETHI
Ha CJICAYIOIINE BOIIPOCHL:

1. KakoBa atuojyorus u KomopouaHocTs ipu MXIT?

2. SABnsercs mu MUXII camocTosiTeTbHBIM 3a001eBaHHEM
WIN JOOPOKAYeCTBEHHBIM, BO3PACT3aBUCUMBIM pac-
CTpOMCTBOM?

3. llenecoobpa3Ho U MPOBeIeHNE KAKOTO-JIM0O KOH-
CepBaTUBHOTO JICUCHUSI?

4. Ionsepraercsa nu UXII cmoHTaHHOMY perpeccy
C TIOJTHBIM BOCCTaHOBJICHHEM HOPMAJIBHOI (hOPMYJIBI
XOJIBOBI?

5. KakoB nporHo3 JaHHOro HapyIueHUsI U HE MOXET JIU
MXII npuBOoAUTH K BTOPUYHBIM OPraHUYECKUM HU3Me-
HEHUSIM C TTOPAXXEHUEM MBIILIEYHOTO, CYXOXXUJILHOTO
U CBSI30YHOTO amIiapaTa CTOIThI?

Ilenp0 JaHHOTO MUCCJIEAOBAHUSA SIBJISIETCS KIIMHUKO-
KaTaMHECTUYECKUII U 3JIeKTpOoHelpoMuorpapuaecKmii
aHanu3 rpynibl geteit ¢ UXI1, Haxoasuxcsl oA HallluM
Ha0JII0IeHUEM B TeUEHUE ITOCTIeIHUX 6 JIET.

Mamepuans! u Memofbl

AHaIM3MpyeMyIo KOTOPTY COCTaBWIM 59 IMallieHTOB
B Bo3pacte ot 1 roga 4 Mec mo 15 et (cpeaHmit Bo3pacT
6,10 * 3,54 roma) ¢ cyiiecTBeHHBIM TeHAEPHBIM ITpeolJia-
JaHUEeM JIUIL MyXcKoro mona (n = 45 (76 %)), KoTopble
HaOmogamch B amoynaropHoM pexume B DI'bY3 «llent-
paybHas AeTcKas KIMHuYecKass 0oapHmIa OenepaabHOro
MeauKo-0umosoruuyeckoro areHrcTsa Poccum». Kpurepu-
SIMU BKJIIOUCHUS B UCCIIEAYEMYIO TPYIIITY ObLIN:

— PUCYHOK XONBOBI C OITOPOIi Ha TIePETHIOI0 YaCTh CTO-

ITBI Y TIAJIBLIBI;

— OTCYTCTBHE BHUIMMBIX IIPU3HAKOB OPraHUYECKOTO

HEBPOJIOTMIECKOTO AeDUIINTA;

— OTCYTCTBUE MBIIIICIHOM CITa00CTH.

KpurepussMu NCKITIOUEHNS U3 aHATU3UPYEMOM IpyTI-
IThI BBICTYITAJIN:

— BUIWMBIC TIPU3HAKHA OPTraHUYECKOTO 1IepeOpabHOTO
nedexra;

— MBbIllIeYHas c1aboCThb;

— KOTHUTUBHBIN ITe(UITUT.

CpoK KaTaMHECTUYECKOTO HaOMIOIeHUSI COCTAaBIUII
ot 2 110 6 yieT. Bee manmeHTs ObLIA HaIlpaBIeHbl HA KOH-
CYJIBTAIIMIO HEBPOJOraMM AETCKUX IMOJUKIMHUYECKUX
yupexxaeHuii . MockBbl 1 pernoHOB Poccuu ¢ impokum
CIIEKTPOM JAMArHO30B: MUpaMuiaHblii cuHapoM (10 %),
HeBpajbHas amuoTpodus (15 %), HepBHO-MbIILIEYHOE
3abonesanue (25 %), LI (15 %). B 1/3 ciay4aeB Kakoro-
JIMOO CYXIEHMS O IIPUYMHAX XOOHOBI Ha TTaJIbIIaX CTOII BBI-
HeceHo He 0buto0. ClienyeT IMMoaYepKHYTh, YTO HU B OTHOM
cIyJyae B Ka4ecTBe IIPEAIIoIaraeMoro JuarHosa He Oblia
otMmeueHa MXITI.

Cpoxk gebioTa HapylIeHUit OMOMeXaHUKHN XOAbObI
BapbUpoBaj oT 1 roma 1o 7 JeT XKU3HU: B Bo3pacte 1—2 ro-
na VXTI Bo3nukia y 29 (49 %) mauneHToB, B BO3pacTe
3—4roma —y 20 (34 %), B Bo3pacte 5—6 et —y 9 (15 %).
B eaquncrBeHHoM ciaydyae MXII mosiBuiach BIiepBbie
B 7 netT. [lombeM Ha Mablbl CTON Y BCeX AeTeil B AeOloTe
HapyIIeHU pUCYHKa XOAb0ObI ObLIT IIOCTEIICHHBIM 1 ITOHA-
yajy MaJlo3aMeTHBbIM IJis OKpyxXarlolux. B TedeHue
1—2 ner smmu304bl ITOABEMA M XOOBOBI Ha ITajbliaX CTOII
CTaHOBUWJIMCH 00JIee OUeBUIHBIMM M JUTUTCIBHBIMU. PaH-
HUI aHaMHe3 Y BceX MalMeHTOB ObLI 0JIaroIoJIydHbIM, Oe3
JIOCTOBEPHBIX YKa3aHWI1 Ha MEPUHATAJIBHYIO ITaTOJIOTHIO
HEPBHOI cuUcTeMbl. MOTOpHOE pa3BUTHUE HA 1-M romy xKu3-
HU 'y BCeX JIeTell COOTBETCTBOBAJIO (PM3MOIOTMYECKOI HOP-
Me. [IpnoOpeTeHne TBUTATEIbHBIX HABBIKOB yICPXKaAHMS
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TOJIOBBI, TIEPEBOPOTA CO CIIMHBI Ha XKMBOT M 00paTHO, ITOJI-
3aHMS, TTIOCAIKM U3 TIOJIOXKECHUSI JieXka U BCTaBaHUS y OIIO-
pbl HE UMEJIO OTJIMYUIA OT TAKOBOTO Y 3J0POBBIX IETEM.
BospacT Hauana caMOCTOSITeIbHOM XOObObl HAaXOIMJICS
B amarrazoHe ot 11 mo 14 Mec Xu3HU.

Bcewm npetsiM 6bL1 TpoBeaeH AeTaabHbINA KIMHUKO-HE-
BPOJIOTUYECKUA OCMOTP, BKIIIOYAIOIIUNA IPULICIbHYIO
OLICHKY COCTOSIHUSI IBUTATEIbHO-PEeICKTOPHOM ChepHl.
Y 30 (51 %) naumenToB BoinmosiHeHa OMI ¢ onpeneneHu-
€M CKOPOCTH pacIIpoCTpaHEeHUs BO30YXKIECHMS IT0 MOTOP-
HBIM BOJIOKHAM 00JIbIIe0epLOBbIX 1 MaJIOOEPLIOBBIX HE-
PBOB, ITAPAMETPOB PE3UAYATbHOM JaTCHIINI, AMIUIUTYIBI
MaKCUMaJIbHBIX M-OTBETOB, O1IeHKOW F-BoHBI (JlaTeHLusI,
XPOHOJMCHEPCUSI JIATEHLIWM, J0J1s1 3a0JJOKMPOBAHHBIX, MO-
BTOPHBIX M «TUTAHTCKUX» BOJIH). TypH-aMIUIUTYIHBII aHa-
M3 110 Bunmnmcony nHtepdepeHIMOHHON KpUBOI ITPOM3-
BOJIBHOTO MBIIIIEYHOTO HATIPSLKEHUSI OCYIIIECTBIISUIH ITyTEM
PETUCTPAIIM MBIIICYHBIX ITOTEHIINAIOB ¢ MKPOHOXHBIX
MBI TTOBEPXHOCTHBIMM 3JIeKTpomamMu. McciiemoBaHue
MPOBOIMIN Ha 2-KaHAJIBLHOM dJIEKTpOHeiipoMuorpade
«OMTI'-mukpo» («Heitpocodr», Poccus). ¥ 15 (25 %) na-
LIMEHTOB OIIpeie/iecHa aKTUBHOCTb (PepPMEHTA MBIIIICIHOTO
LIMTOJIN3a — KPEaTUHKNHA3HEI B CBIBOPOTKE KPOBH.

Pe3ynbmambi

Hesposornueckuii cratyc nereii. JletaqbHblii HEBPO-
JIOTMYECKUI OCMOTP BCEX MALIMEHTOB IT0Ka3aJl OTCYTCTBHE
3a[IePXKKHA TEMIIOB MOTOPHOTO I KOTHUTUBHOTO Pa3BUTHSL.
JmiTeIbHOCTh XONBOBI Ha IajbllaX Ha MOMEHT IIePBOTO
OCMOTpa BapbupoBaia oT 2 Mec 10 9 jetr. OpraHn4ecKux
HapyIICHUI CO CTOPOHBI IBUTATEILHOM chephbl HE BHISIB-
JICHO HU B OMHOM ciry4ae. Criia MBIIIIII BO BCEX MBIIIIEYHBIX
rpyImnax cooTBeTcTBoBaja 5 6aanam. ToHyC B IIpOKCHU-
MAaJIbHBIX W TUCTAJbHBIX MBIIIIAX HOT OBLT (DM3MOJIOr-
WYHBIM Y 56 (95 %) manmenToB u3 59. B 3 ciyuasx Ha-
Omomanach yMepeHHasT MBIIIeYHAs] TUITOTOHUSI B HOTax
C TUIIEPMOOMIBLHOCTBIO B KOJICHHBIX U TOJICHOCTOITHBIX
cycTaBax Ha (hOHe JOCTATOYHOM MBILIEYHOMN CHJIBI, YTO CO-
OTBETCTBOBAJIO KpUTEpUAM HeaudpdepeHInpoBaHHOMI
NVCIIa3UN COCIUHUTEIbHOM TKAHU JIETKOU CTEMEHMU.
Atpoduiit U runoTpoduii MBIIIL, B TOM YHCJIE UKPO-
HOXHBIX U TIepOHeaIbHBIX, He Habmoaanock. Y 3 mauu-
€HTOB CTapIIero Bo3pacTa OTMEUYEHBI IIPU3HAKU YMEPEH-
HOM MCTUHOM MBIIIEYHON TUIIEPTPODUN MKPOHOXHBIX
MBIIII] M3-32 IOCTOSSHHOTO WX HANPSIKEHUS B YCIOBUSIX
MEePCUCTUPYIONIEH XoAb0bI Ha Mmaibliax crorn. O0beM ak-
TUBHBIX W TTACCHUBHBIX IBMIKCHUI B KPYIHBIX CyCcTaBax
B ITOJABJIAIONIEM OOJBIIMHCTBE citydyaeB (84,8 %) Obln
nmoctaToueH. B 4 ciyyasax y neteit B Bo3pacte oT 6 10 9 1eT
OTMeYaTach TYTOIIOABMKHOCTD B TOJICHOCTOITHBIX CYCTaBaxX
C OrpaHMYEHHEM aMIUIUTYAbl MACCUBHOTO M aKTUBHOTO
TBUILHOTO CTMOaHMs CTOMBL. Y 5 MaldeHTOB B BO3pacTe
6,7, 10, 11 u 12 1eT oOHapyKeHbI PUKCUPOBAHHBIE KOH-
TPaKTYPhl OTHOI'O WJIM O0OUX TOJIEHOCTOITHBIX CYCTaBOB
C HEBO3MOXHOCTBIO ThIJIBHOTO crudaHus crornbl. Hadumto-

Jlajgach 3aBUCUMOCTb (hOPMHUPOBAHUS KOHTPAKTYP OT [T -
TeabHOCTU cyliecTBoBaHusl MUXII u Bo3pacTta Havasna u3-
MEHEHUI OMOMEeXaHUKHU XOAbObI: B 3TUX CIyYasix KApTUHA
UXII 6bu1a cTOIKOM, a Ae0T HapyIIeHU OTHOCHUIICS
K JOIIKOJIbHOMY Bo3pacty (4—6 jetr). CyXoXUIbHbIE KO-
JICHHBIE M aXUJUIOBHI PehICKCHI BBI3BIBAIMCH Y BCEX ACTEH,
npuyeM y 26 (44 %) u3 HUX OHU ObLIM YMEPEHHO OXKB-
JeHbl, ay 5 (8,5 %) neteit HabMOOAIOCH HEOOJBILIOE pac-
IIMpPEHNE 30H KOJICHHOTO pediiekca. OmHAKO HU Y KOTO
13 TIALIMEHTOB HE OTMEYAIOCh ITATOJIOTMYECKMX CTOITHBIX
MMIPaAaMUIHBIX CUMIITOMOB, KJIOHYCOB CTOIT M KOJICHHBIX
Yalreyek, MaTOJIOTHICCKIUX CUHKIMHE3Mil, a TaKXKe MHBIX
KJIMHUYIECKUX IIPU3HAKOB, YKA3bIBAIOIINX HA TIOPaXKEeHUE
nupaMugHoro Tpakra. Cnenududeckux aedopMaimii
CTOITHI TAKXKE HE OBLIIO BBISIBJICHO.

IMoxonka neTeit XxapakTepru30BaIach MePUOINICCKIM
IMOIbEMOM Ha TMAJbIBI M OIOPOI Ha IEePEeIHIO YacTb
cron 0e3 (hopMUPOBaHMUS SKBUHYCHON MO3UILIMU CTOII.
Takoit Tun xoab0ObI HabMOmaNcsa y Beex aereid (100 %)
B CJIy4asiX SMOIIMOHAIBHOIO IOIbeMa MJIH BO30YKIECHUS,
OBICTpOTro TeMIla XoAbObl U mpu Oere. B 3HaunTenbHOMI
yactu (80 %) ciyyaeB MXII Bo3HuKaa npu xoapoe 6e3
00yBM B JOMAaIIHUX yciaoBusax. I[Ipu BepTMKamu3amuu
B cocTosiHum 110Kos1 y 50 (84,8 %) naumeHToB 13 59 onopHast
(yHKIIMS OCcyIIecTBIIsLIach Ha MoaHyo cromy. [1pu ykaza-
HHUU CO CTOPOHBI POIUTEJICH MU Bpaya, a TaKKe IIPH ca-
MOKOHTpPOJI€ 3TU AETU TaKKe ObLIM CIIOCOOHBI IIPU XOAK0e
OIMMPAThCS Ha IOJHYIO cTomy. McKiIoueHne cocTaBIIn
9 MalMEHTOB ¢ MUOTEHHBIMU M (DPUKCUPOBAHHBIMU KOH-
TpPaKTypaMH B TOJICHOCTOITHBIX CYCTaBaX, KOTOPBIE HE ObLIN
CITOCOOHBI OIMMPATHCS Ha TIOJTHYIO CTOITY M3-3a BOZHUKA-
IOLEN HEYCTOMYUBOCTHU MPU CMEIIEHUY LIEHTPA TSXKECTU
TeJla Ha3al.

[IpakTdecKku y Bcex IeTeil OTMEYEeHBI CYIICCTBEHHBIC
0COOEHHOCTH, KacaloIIrecs: SMOIIMOHAIEHO-BOJIEBOM 1 ITO-
BeJIEHYECKOi1 chephl: MOBbIIEHHAS BO30YAUMOCTh (86,4 %),
addekTUBHAS TaOMIBHOCTh, CKIIOHHOCTD K UCTEPU(POPM-
HBIM, IEMOHCTPAaTUBHBIM, a TAKKE IIPOTECTHBIM PEAKIIMSIM
(35,6 %), NOBBILIEHHBI ypOBEHb TPpeBOXHOCTH (76,3 %),
IUIepAMHAMUYECKOE PACCTPOMCTBO oBeaeHud (69,5 %),
HapyLIeHUSI TIPOLIECCOB BHUMAHUS M COCPEIOTOYCHUS
y aeteii ctapiiero Bospacra (10,2 %). B 12 (20,3 %) ciaydasix
B CEMBSIX JIeTel IMPOKO MPaKTUKOBAINCH THIIEPOIIeKa-
IOIINIA CTYJIh BOCITUTAHKS, OTHOIIIEHNUE K peOSHKY KaK K Ky-
MHUPY CEMbH, TIOTAKaHWE €T0 XKeJIaHUSIM, Ype3MEePHBII CUM-
0103 poauTesield 1 aeTeil. B HEKOTOPBIX Caydasix UMEINCh
aHaMHeCTUYeCKMe YKa3aHMs Ha riepronndeckue ad@ekTus-
HO-peCIIUpPATOpHble cOocTosiHUSI (5 %), HaBSI3YMBOCTU
(8,5 %), MOTOpHbIE Y BOKAJIbHbIC TUKO3HbIE TUIIEPKUHE3bI
(15,3 %), nHEeBHYIO HEMPOreHHYIO TUC(HYHKIIMIO MOYEBOTO
Iy3bIps 110 runeppedaexkTopHomMy tuiy (3,4 %), HeBpOTU-
yeckue auccomuuu (3,4 %), Hounoii suype3 (11,9 %). Ta-
KM 00pa3oM, B koropte obciemyembix neteir ¢ MXII Ha-
Oromalicsl IUPOKUM CEKTP KOMOPOUIHBIX HapyILIEHUMI
(DYHKIIMOHAIBPHO-HEBPOTUUECKOTO XapaKTepa.
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Hccaenosanue meronom DMI Bo Beex ClTydasix BbISIBU-
JIO HOpMaJIbHBIC TIapaMeTPhI CKOPOCTEH pacipoCTpaHeHUS
BO30YKIEHUS IT0 MOTOPHBIM BOJIOKHAM 00J1b111e0ePLIOBBIX
1 MaJIo0eplIOBBIX HEpBOB (>40 M/c), a TaKXKe HOPMAaJIbHBIC
ITOKAa3aTeNId pe3uAyaTbHOM JaTeHIIMY M-0TBETOB (TIpeIe bl
KoJsiebaHuii coctaBuin 1,15—2,65 mMc). AMIUIMTYIbI MaK-
CUMaIbHBIX M-0TBETOB IpY CTUMYJISILIMUY OOJIbL1IEOEPLIOBBIX
HEepBOB ObUIM HocTaToYHBIMU (5—9 MB), a B 24 caydasx
(80 % oGcnemoBaHHbBIX) Haxe MoBbieHHbIMK (10—17 MB).
®opma M-oTBeTOB ObIIIa 0OBIMHOI IBY(PA3HOI HETATUBHO-
mo3utuBHOM. [lapameTpbl F-BONHBI IIpM CTUMYISIIUA
00JIBIIIEOEPIIOBBIX HEPBOB (JIATCHIINS, XPOHOIMCIICPCHS
JIATeHIINIA) ObLIM B HOpMe. [10151 3a0JI0KMPOBaHHBIX BOJTH
He MpeBbIIaia DoImycTuMbIi penes. [lopropHsie F-BomHBI
MIPU CTUMYJISILIAM 0O0Ib1Ie0epLIOBLIX HEPBOB HAOIIOIAINCh
y 2 mauueHToB (6,7 u 10 %), 4To COOTBETCTBOBAJIO HOPME.
B 2 ciygasix y nereit Mianiie 2 JIeT OTMEYCHO YBETMUSHUE
yucaa «turaintckux» F-BonH ammumrynoit >1000 MxB mo
10—20 %, 4To yKa3bIBaJIO Ha MOBBIIIEHNE AHTUAPOMHOM
BO30YIMMOCTH CIIMHAJIBHBIX MOTOHEHPOHOB Ha YPOBHE
IMOSICHUYHOT'O YTOJIILIEHUsI CITMHHOTO MO3Ta M OTpakayio
(GU3MOIOrNIECKYI0 TUTIOMUCIMHU3AINIO ITMPAaMUIHOTO
mytu. [ToaToMy 3TH U3MEHEHUS HE MOTJIA OBITH OTHECEHBI
K TIaTOJIOTUICCKHUM.

Heo06xonuMo 0TMETUTh HEKOTOPbBIE 0COOEHHOCTH I1a-
pamMeTpoB M-OTBETOB MpPU CTUMYJISILMUA MaTo0epLIOBbIX
HEPBOB 1 PACITOIOXKECHNH OTBOISIINX 3JICKTPOIOB HAlIl KO-
POTKUM pa3rudaresieM MajblieB cTorbl. M3BecTHBIM (pakTom
SIBJIIETCSI TO OOCTOSITEILCTBO, UTO Y 3MOPOBBIX JIUII ObIBA-
€T 3aTPYAHUTEbHO MOJIYYUTh aIeKBATHBIN MO aMIUIUTYAE
(>3,5 MB) M-0TBeT ¢ 3T0i1 MBIIIIIIBI, 9TO OOYCIOBJICHO €€
TororpauyecKuMu O0COOEHHOCTSIMU, «pacljacTaHHO-
CTBIO» Ha ThIJIE CTOITBI M OTCYTCTBHEM BO MHOTHX CIIydasiX
0YEepPYEHHOT0 OPIOIIKA MBIIIIILI. DTO IUKTYeT HEOOXOM -
MOCTbh SMITMPUICCKOTO CMEIIECHUS OTBOISIINX JIEKTPO-
JIOB C UI3BMEHECHUEM MX ITO3UILIMOHUPOBAHUS C LIEJIBIO OTI-
peneeHUs TOUYKH [UTS TIOJYIeHUS JIYUYIIero M0 aMILIUTYIe
u ¢popme M-oTBeTa. B koropre o6caenyeMbIx IMallEHTOB
y 13 (43,3 %) 6bLI10 OMpee/ieHO HEOOIBILIOE CHIKEHUE 10
aMIuIuTyae M-0TBETOB C KOPOTKOIO pa3rubdaresisi najblieB
(mpemesbl KosebaHwii ot 2,28 1o 2,89 MB) ripu 06braHOI hop-
Me oTBeTOB. [logo6HOe CHUXXKEeHMEe aMILIUTYabl M-0TBeTa
Habmonanocs y Beex nauueHToB ¢ MXII ¢ TyromoaBuxkHO-
CTBIO ¥ (POPMHUPOBAHUEM KOHTPAKTYP T'OJICHOCTOITHBIX CY-
CTaBOB, YTO SIBWJIOCH OTPaXKCHUEM IepepacTsKeHUS TaH-
HOI MBIIIIIE U HE CBUACTEIBCTBOBAJIO 00 aKCOHAIIBHOM
MopaXk€eHUU BOJIOKOH Majio0ep1ioBoro Hepna. ¥ 1 manueH-
Ta 2 JIeT 7 MeC OmpeneIeHO MOBBIIIICHUE aHTUIPOMHOM BO3-
OYyIMMOCTH CIMHAJIBHBIX MOTOHEHPOHOB MOSICHUYHOIO
YTOJIIEHMS TIPU PETUCTPalMK mapaMeTpoB F-BoiH mpu
CTUMYJISIIINH OOJIBIIIEOSPIIOBBIX HEPBOB (YBEIMUCHUE YHCTIa
noBTopHbIX F-BosH 10 30 % cnipaBa u 50 % cieBa, a Takke
101U «ruranTckux» F-ponn no 10 % copasau 15 % ciea),
YTO OBIJIO PaCIIEHEHO KaK KOCBEHHBIN MPU3HAK 3aIePXKKI
TEMIIOB MUETMHU3AIUY TIPAMUAIHBIX TPAKTOB.

B cocTositHUY TTOKOST TIpU PETUCTPAIIK ¢ UKPOHOXK-
HOM MBIIIIIIEI HA Y KOTO M3 MAIIEHTOB HE BHISIBJICHO CITOH-
TaHHOM aKTUBHOCTU 1 (DOHOBOI TOHNYECKOI aKTUBHOCTH
MBIIIIEL. [1py Mpon3BOILHOM MaKCUMAIBHOM U CyOMaK-
CUMaJIbHOM HaIMpPSKEHUW MBIl «00J1aK0» 3HAYeHU I
aAMIUINTYTHO-YaCTOTHBIX XapaKTePUCTUK MHTepGhEPeHIIN-
OHHOI KPMBOM Ha cKaTeprpamMMe pacriojiarajioch B o0ja-
CTHU OMCCEKTPHCHI yIJIa HyJIeBOM OTMETKH M YyTh HITKE HEe,
YTO COOTBETCTBOBAJIO HOPMAJTbHOMY (PU3UOJIOTUYECKOMY
IMAaTTePHY MBIIIEYHON aKTUBHOCTH.

Takum obpazoMm, 1o pesynbratam DMI HapyleHui
(YHKIIMOHATBLHOTO COCTOSIHUSI CTPYKTYp nepudepude-
CKOI'0 HEeMpOMOTOpHOro anmaparta y nauueHToB ¢ MXII
HE OIpenesioch. Beuin 10CTOBEpHO MCKITIOYEHBI BapH-
aHTBI MIOT€HHOTO ¥ HEPOTeHHOTO ITopaxkeHus1. He BBISB-
JIeHBI KOCBeHHbIe DM I -Tipr3HaKy opaskeHYsT TUPAMUAITHBIX
TpakToB. [IpomeMOHCTPpUPOBAHO OTCYTCTBUE IIPOIOIKECH -
HOM TOHWYECKOM MBIIIIEYHOM aKTUBHOCTH, CBOMCTBEHHOM
cnactnayeckum popmam LI, HacnencTBeHHOI criacTu-
YyecKoi mapanieru u ¢poKajJabHONM JUCTOHUM CTOITHI.

BroxuMmmyeckuit aHaIM3 KPOBU MOKa3aJl HE3HAUM -
TEJIbHOE TTOBBIIIIEHNE YPOBHSI CHIBOPOTOUYHOM KPeaTUHKM -
Ha3bl TuIb y 2 nanueHToB (mo 189 u 195 En/m npu HopMme
1o 170 En/), 9T0 HE COOTBETCTBOBAJIO KPUTEPHUSIM aKTUB-
HOTO ILIMTOJIM3a IIPU MEePBUYHO-MBIIICYHOM IIpOIlecce
U MOTJIO OBITH OOYCJIOBJICHO [UTUTEIBHBIM IIPOM3BOJIBHBIM
HaIpsKeHUMEM MKPOHOXKHBIX MBIILILL [IPW XOIb0OE Ha Majlb-
11ax CTOIL.

C y4eToM pe3yIbTaTOB KOMIUIEKCHOTO KIMHUKO-HE-
BPOJIOTMYECKOTO OCMOTpa, MpOBeAeHHON AuddepeHIIu-
aJIbHOM OMarHOCTUKM, JaHHBIX DMI 1 ypoBHSI aKTMBHO-
CTH KpeaTMHKMHA3bl BCEM NIETSIM YCTAHOBJICH TMArHo3
HXII.

ITomxxompi K Tepammm. C yueToMm ocobeHHOCTeM addek-
TUBHOM chephbl OOJBIIMHCTBA JeTel B KAUYeCTBE METOIOB
JICKApCTBEHHOM TepaIny y HEKOTOPBIX HMALIMEHTOB OBLIN
MPUMEHEHBI MITKHE CPEACTBA ¢ TPAHKBUJIU3UPYIOIIUM
1 aHKCHOJIUTUICCKUM IEeUCTBHEM: TaMMa-aMHHO-0eTa-
dermmMacisIHas Kucnora ((heHUOyT), TMIPOKCHU3MHA THIPO-
XJjopuz (aTapakc), Iperaparbl paCTUTEIBHOTO POUCXOXK-
JIEHMSI, CONepKalllie MSITY, MEJINCY, BajepraHy (IIepceH).
IIpenapatel HazHavyanauch y 52,5 % nmauuentoB ¢ UXII
B BUJI€ TIOBTOPHBIX 2-MECSYHBIX KypcoB. TakuM 00pa3oM,
1LIeJIBIO JICUCHHS OBLIIO BO3IEMCTBIE Ha KOMILIEKC KOMOP-
ouaHbix nposiBaeHuit UXII ToabKo B Tex ciydasix, Koraa
OHM HOCWJIM SIBHO BBIpaxKeHHBIH xapakTep. MTorom Tepa-
I1U SIBUJIOCH CHIDKEHME BO30YIMMOCTH, TPEBOTH, addeK-
TUBHOI 1a0MIBbHOCTU, IBUTaTeJbHOU U MCUXUYECKON
TUIIEpaKTUBHOCTU. BceM manmneHTaMm ObUIO PEKOMEHOO-
BaHO HOILLIEHUE KOPPUTUPYIOLIEH OpTOIeanYecKoit 00yBu
¢ (hukcamueit 00JaCTH TOJEHOCTOITHOTO CyCTaBa, B TOM
YHCJIe M B JOMAIIHMUX YCIOBUSIX. PonuTesiM malmeHTOB
PEKOMEHIOBAIOCH OCYIIIECTBIISITH CTPOTHUii KOHTPOJIb (hop-
MYJIbl XOIbObI, OTPAaHUYUTH XOIb0Yy pedeHKa 0e3 00yBHU,
cTapaTbhbCsl IO BO3MOXHOCTH HE JIOMYCKAaTh BBICOKOTO
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TemIta Xoab0bl. HeoOXxonmMbIMu TTemarorndecKuMHu hax-
TOpaMH SIBJISLIUCH TIEPECMOTP MOACIHN BHYTPUCEMEITHBIX
OTHOIIICHUI, YMEHBIIICHNE TUIIEPOTIEKN, CHUKEHME BIIH-
SIHU (haKTOPOB BO30YKIECHMSI HEPBHOM CHCTEMBI PeOEH-
Ka (orpaHMYeHUE 3PUTEIBHON HATPY3KU M MCIIOJIB30-
BaHMS ramkeToB). Ouznyeckre METOIbI peadINTAIINI
(Maccax, pusmoTepanusi) He TPUMEHSUINCH, TTOCKOJIBKY
B ciyvasax MXII, Ha Halll B3MJIs1a, OHU He ObLIM ITaTOTeHe-
TUYECKU 000CHOBaHbI. PeKOMEHI0OBaIUCh YIIPaXKHEHMUSI,
00ecITeurBaloNIe IOIBIUKHOCTD TOJICHOCTOITHBIX CyCTa-
BOB WM HaITpaBJICHHBIC Ha OCJIA0JICHUE ITaTOJIOTUYECKOIO
cTepeoTuIia Xoab0bl. B 4 ciygasix HaTuuus TyrornoaBuK-
HOCTH B TOJICHOCTOITHBIX CYCTaBaX KypCcaMM OCYIIIECTBIISI-
JINChH TEIJIOBbBIE aNTUIMKALMK (TIapadyH, 030KEPUT, COJIEBBIC
pa3orpeBarollIme rpesiku) ¢ MocaeayIoeil MexaHuuecKom
pa3paboTKO# CycTaBOB (ITACCMBHOE THIIBHOE CTHOAHUE)
IIJIST TIpeIOTBpaIeHus (opMupoBaHUs (PUKCHPOBAHHBIX
KOHTpakTyp. [TanmmeHTam ¢ (puKcHpoBaHHBIMU KOHTPaK-
Typamu (5 ciIydaeB) ObLIO ITOKa3aHO OIEPAaTHBHOE JieUe-
HHUe (IpEeCKOXHAS aXUJUIOTOMHMS) C TTOCIICIYIOIIUM OpTe-
3UPOBAHUEM T'OJICHOCTOITHBIX CYCTABOB.
KaramaecTHuecKoe HAaOMOIEeHNe 32 TTAIIEHTAMU B TE-
yeHue 2—6 JieT MoKa3ajo ITOJHBIA perpecc MMEBLIUXCS
CHMIITOMOB ¥ HOpMAaJIM3alnio (pOpMyJIbl XOAbOBI K 7—8 To-
JaM XU3HU B OosbluuHCTBe (84,8 %) ciayyae MXII.
C y4eTOM MaHHBIX O TOM, YTO TPAaHKBUJIN3UPYIOIIAsl U aH-
KCHOJIUTUIECKasl Teparus, HalpaBJICHHAS Ha KOPPEKIIUIO
KOMOPOMIHBIX PAcCTPONCTB HEBPOTUIECKOTO YPOBHSI,
MPUMEHSIACh TOJIbKO Y 52,5 % nauuentoB ¢ UXII, mox-
HO TIpeAIoiIaraTb CIIOHTaHHBINM, a He JICKapCTBEHHO 00-
YCJIOBJIEHHBII perpecc HapylleHUi 0MOMeXaHUKU XOIb-
6n1. [Tpu hopMrpoBaHUM MUOTEHHBIX 1 (PUKCHPOBAHHBIX
KOHTpaKTyp (9 manmeHTOB) BO3HMKaJIa HEOOXOIMMOCTD
MpUMeHEeHUs (HDU3NIECKUX METOIOB PEadWIUTAIIMY U OTIe-
paTuBHOM Koppekuuu. B 2 ciaydasx ObLIM MpOBEAEHBI
KOPPUTHPYIOIINE OPTOITCANYECKIE OTICPALINH, 3HAYNTETh-
HO YJIyYIIMBINNE (DYHKIIMIO XOABObI Y 3TUX ITAIIUEHTOB.

00cy:#aeHue

Csenenus o pacrpocrpaneHHocty UXII B tutepaty-
pe KpaifHe MaJIOYMCIICHHBI, JaHHBIC BapuaOeIbHbI U IIpe-
CTaBJICHBI B eIMHUYHBIX padoTax. J.J. Ruzbarsky u coaBT.
(2016) cooO11IaIOT O TOM, YTO CPEAM AeTel 5,5 jaeT 6e3 mpu-
3HAKOB OPraHUYECKOI0 MOpakeHUs HEPBHOI U HEPBHO-
MmbimreyHoi cucreMbl MXIT BcTpeuaercs B 2 % ciydaes
[24]. DTO MUHUMAaNIBHOE 3HAYEHHE, KOTOPOE YIIOMUHAET-
ca B murepatype. P. Engstrom u K. Tedroff (2018) o6cae-
JIOBaJIX OOJIBIIYIO TpyIy U3 1401 KIMHUYECKH 310pOBOTO
peOeHKa IIBeICKO HaIIMOHAIBHOCTH TAKOT'0 K¢ BO3pacTa
n onpenennan UXIT y 63 u3 HUX, YTO COCTABUJIO OKOJIO
5 %. K 10 rogam X13HU CaMOIIPOU3BOJIBHO MPEKPaTHIN
xonuTh Ha nanbuax cron 50 (79 %) nereii [9], 4TO OBOJb-
HO GJIM3KO K HalIuM pe3ybsrataMm (84,8 % perpecca K 8 ro-
nmam xu3HN). R. Engelbert u coaBt. (2011), obcnenoBaB
362 KIMHWYECKU 30POBOro pebeHKa, ONpeneanan He-

CKOJIBKO 00J1bIIIyI0 pacrpoctpaHeHHocTh MXII, nocTura-
foiyio 12 % [7]. UXII moxkeT BcTpevyatbes y 2—5 % k-
HUYECKU 3IOPOBBIX IEeTell U MOXET paccMaTpUBaThCS
Kak pu3nonornyeckass HopMa y geTeit 10 2-JeTHETO BO3-
pacTa [19], a mo mpyrum mTaHHBIM — 0 3-JIETHETO BO3pacTa
[21]. BTO 00YCIOBIECHO (PU3NOTOTMIECKUMU TTpOLIeCCaMU
OHTOT€HE3a BCEU ABMUIaTeIbHOU cucTeMbl pedeHKa. Tak,
JIETH, TOJIPKO HAYMHAIOIINE XOAUTh, MOTYT OIIMPAThCS Ha
ITAJIBLIBI CTOII, YTOOBI MMETh BO3MOXXHOCTD, CTaB HECKOJIb-
KO BBIIIIC, YBUAETH MHTEPECYIOIINE X IIPEAMETHI 1 TOTSI-
HYTBCS IO HUX, IPUBJICYh BHUMAHUE POIUTEICH U OKpPY-
XKAIOIMKNX, IIPUHUMAsT UX ITOXBajly, KOIUPOBATh XOIb0OY
B3pOCIIbIX Ha KaOiykax [3]. 1o maHHBIM 3apyOeKHBIX HC-
ciemoBaTesieit, HabmogaeTCs IBHOE IIPEBAIMPOBAHME Cpe-
1mm naureHToB ¢ MXITT nuiy mykckoro mona. Tak, S. Baber
1 coaBT. (2016) oTMe4alOT 3HAYMTEIbHOE IIpeobIagaHKe
UXII y manbuukoB — 64 % [4]. B Haileii BbIOOpKe A0JIsT
JIMII MYKCKOTO T10J1a OblIa eiile Boiie — 76 %. Paccmar-
puBaloTcs Borpockl KoMmopouaHoctyu MUXII ¢ HapylieHu-
SIMM CO3peBaHUsI KOTHUTUBHBIX (OYHKIUK (BepOabHOE
¥ HeBepOaJbHOE pa3BUTHUE), OOIICH 3aIePXKKOM IICUX0-
JIOTUYECKOTO PAa3BUTHUS, TIPOSIBICHUSIMU TIICUXUIECKOTO
WH(aHTIWIN3MA, a TAKXKe B3aMMOCBSI3H C BIIMSHUEM OMO-
JIOTUIECKUX (DaKTOPOB B IIepUHATAIILHOM Tiepuoe. Boi-
cKasblBaeTcs runore3a o ToM, yTo XTI MmoxkeT sIBISIThCs
MapKepoM HapylIeHW pa3BUTHsI HEPBHO# cucteMbl. Of1-
HOBPEMEHHO YTOUHSETCSI, UYTO IJISI TaKOTO CEPbEe3HOTO
BBIBOJIA TPEOYIOTCS JATbHEUIIINE YIITyOJIeHHBIC NCCIIeI0BA-
Hust [17]. UXTI moxer HaGmonatscst mpuMepHo y 20 % ne-
Teil ¢ CHHIPOMOM Ae(pUIIMTa BHUMAHUS C TUTICPAKTUB-
HOCTBIO, OCOOEHHO Cpeln JeTell ¢ JOMUHUPOBAHUEM
ruriepakTuBHOCTU [29]. B HEKOTOPHIX paboTax TUCKYTH-
pyetcs B3aumocBs3b MXII ¢ reHeTnueckumu pakropaMu
M HACJIEACTBEHHOM IpeapacIiooXeHHOCThI0. B omHOM
13 UCCIIEIOBAHUI YCTAHOBJIEHO, YTO Y OTLOB 60 % neteit
¢ ximmHn4eckou kaptuHoit MXI1 takke B 1€TCKOM BO3pacTe
umeia mecto UXII, npuuyem ne6rot UXII B naHHOI TpyIi-
e ObUT IIpUMEPHO Ha 1 roJ paHblie, 4YeM B TpyIlne AeTei
0e3 OTATOILIeHHOTOo ceMeitHoro anamHe3a [23]. CyiiecTBy-
€T TOYKa 3peHusl 0 B3auMocBs3u nogpineHus UXII ¢ piu-
TEJIbHBIM MCIIOJIb30BAaHMEM Y IE€TEU I'PpyOHOrO BO3pacTa
XOIYHKOB, KOTOPBIE pacCMaTPUBAIOTCS KaK (pakTop, CIo-
coOCTByIOIIMIT (hOPMUPOBAHUIO TTOJOOHOIO ITaTTepHA
XonpObI [2]. OnHaKO TaKO B3IJISAL HE pa3nelisieTcs Ipy-
rumu uccienosarensimu [17]. [lpeanonaraercs, 4To pUcK
paszButusi MXII Bblllle B Ipyrire HeAOHOIIEHHbIX AeTei
W IETe, pOAUBILMXCS C HU3KOM MACCOM Tesla, KOTOPbIM
OCYIIECTBIISITIAaCh MHTEHCUBHAS TepaIlisl B HEOHATATbHOM
nepuone. B To e Bpemsi He ObLIO BBISIBJICHO 3aBUCUMOCTU
OT BBIOOpA TUIIA pofopa3pelieHus [4]. DTh JaHHbIC HE Ha-
XOIAT TOATBEPXIEHU B Apyrux paborax [19, 24, 28].
B rpynme gereii ¢ pa3mMIHBIMU IICUXOHEBPOJIOTMUECKIMU
HapylIeHUsSIMA XOJIb0a Ha majbliaX CTOIN HabomaeTcs
3HAYUTEIbHO Yallle U MOXeT AocTurath 41 %, HO B 3THUX
clyJasix oHa He paccMartpuBaeTcs B pamkax MXII u TpedyeT
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mpoBeneHus TuddepeHINaTbHON TMAaTHOCTUKU CO MHO-
TUMM HEPBHO-MBIIIIEYHBIMHU ¥ HEBPOJIOTUICCKIUMHM 3a00-
JICBAaHUSIMU, a TaKKe NCUXMICCKUMHU PaCcCTPOMCTBAMU
[24]. B aToM niepeyHe GUTypupyloT criacTuaeckue (GpopMbl
JILIII, HacnencTBeHHas criacTU4ecKas maparJierusi, Myue-
JIOTIATUH, TIOJTMHEBPOIIATUN, MUOITATUM (B TOM YHCJIC MBI-
mevyHas nuctpodus HromeHHa), hoKaabHbIC TUCTOHUHN
C BOBJIEYEHUEM CTOI, BPOXKIEHHBIE KOHTPAKTYPbBI TPEX-
IJIaBBbIX MBI TOJICHEH, a TAKXKE paCCTPOMCTBA AyTUCTU-
yeckoro crekrpa [18]. R. O’Sullivan u coast. (2015), uc-
cnenoBaB rpyrmy u3 102 geTeil ¢ KIMHUYECKON KapTUHOM
XOIBOBI Ha IMaJbIIaX CTOI, YCTAHOBUJIM, YTO THUITMYHAS
kaptuHa MXII HaGmonanacek B 79,4 % ciydaeB, Toraa
Kak ocTaibHble 20,6 % MalKeHTOB He COOTBETCTBOBAIM
KPUTEPUSIM 3TOTO AMArHo3a U TpeOOBaJIM MCKITIOUECHUS
cnactuueckux ¢opm JIIIT n nubix 3a6omeBanuii [20].
K.B. Haynes u coaBt. (2018) mpoBesin peTpOCTIeKTUBHBII
aHaMM3 JaHHBIX 174 manueHToB ¢ npossiaeHusMu XTI
Ha (poHE MMEIOIIMXCSI KOHTPAKTYP TOJICHOCTOITHEIX CyCTa-
BOB, KOTOPBIC HAIIPABJISUTMCH B HEBPOJIOTUYECKYIO KITMHH-
Ky xupypramu-oprorenamu. Y 108 (62 %) obcnemoBaH-
HBIX JIeTeil YCTaHOBJECHBI HEBPOJOTUUECKUE IMPUIUHBI
TaKOT'O TUIIA XOABOKI, UTO SIBUJIOCh OCOOEHHOCThIO JAHHOM
BbIOOpKU. B 37 % ciyyaeB ObuI oIpeliesieH paHee He Iu-
arHoctupoBanHbiil LI, B 16,7 % — nepucdepudeckas
HeBpormarus, B 15,7 % — paccTpoiiCTBO ayTHCTUYECKOTO
crekTpa, B 13,9 % — HacienacTBeHHas CliacTUYecKas Ia-
pamierus. B 8,3 % ciyyaeB IMarHOCTMPOBAH CMHIPOM
neduuyuTa BHUMaHUS ¢ TUIIEPAKTUBHOCTBIO, B 5,6 % —
CHHIIpOMAJIbHAS MATOJIOTHS (IUCTIACTHYECKUI CHHIPOM)
u B 2,8 % ciyyaeB — aHOMAJIMS pa3BUTHUSI CIUHHOTO MO3-
ra (Muesoauciuiasus). B 38 % ciydaeB B JaHHOI BEIOOpKE
KaKo#-1100 HeBPOJIOTUYECKOM ITaTOJIOTUM HE YCTaHOBJIe-
Ho u nuarHoctupoBaHa MXII, a Takke caenaH JTOTMYHBIN
BBIBOJI O TOM, YTO HAIMIKME (PUKCHUPOBAHHBIX KOHTPAKTYP
TOJICHOCTOITHBIX CYCTaBOB HE IIPOTHUBOPEUYUT JTAHHOMY M-
arHo3y [13]. Hekoropsle onopHble auddepeHInaaIbHO-
nuarHocruyeckue npusHaku MXII cymmupoBaHbl B Ta0-
JIAIIE.

Hannasie DMI ipu UXII pparmenTapusl. E.M. Rossi
u coabT. (2018) usyuywiu napametpbl H-pediekca y 26 ne-
teii ¢ UXIT u 16 meTeit rpyIinbl KOHTPOJIS M OTJIMYUI MEX-
Iy TpyImnamMu He ooHapyxuiau. CraeiaaH BBIBOI 00 OTCYT-
CTBUHM TATOJOTHMICCKUX (DYHKIIMOHAIBbHBIX M3MEHECHUI
Ha YPOBHE IIO3BOHOYHBIX ABUrAaTEIbHBIX CETMEHTOB [26].
CpenHee BpeMsT TOHMYECKOM aKTMBHOCTH MKPOHOXXHBIX
MBIIII] TOJICH! Y YeTHIPEXIJIABBIX MBIIII Oefep IIpH Mo-
BepXxHOCTHOI DMI mipu rpobe ¢ MpOoTUBOAEIICTBUEM pa3-
rubaHMsI HOTY B KOJICHHOM CYCTaBe CYIICCTBEHHO BBIIIEC
B IpYIIIeE aeTeii co crmactudeckoit opmoit 11T mo cpas-
HeHMIOo ¢ Tpynmoit mauueHTon ¢ UXII [22, 25]. B Hammx
MIPEIbIIYIINX UCCICIOBAHUSIX OMPEISICHO TOCTOBEPHOE
YMEHBIIICHUE aMIUIMTYIHO-YaCTOTHBIX XapaKTePUCTUK
nHTep(hEepEeHLIMOHHON KPUBOI ¢ NKPOHOXKHON 1 TIepe/-
Hel 00JIblIe0ePLIOBOI MBIIIILL B peXHUME MaKCUMaJIbHOTO

MBIIIEYHOTO COKPAIICHUS B IPYIIIIe IeTel CO CITacTHIe-
ckoit popmoii JIIIT mo cpaBHeHUIO ¢ TPYNIION meTeit
¢ UXII u koHTpoabHOI rpymnnoii. Kpome Toro, mokasaHsl
CYIIIECTBEHHOE YBEJIMYCHUE HOJIM «TUTAaHTCKUX» F-BOIH
y 6obHbBIX JILIIT BcieacTBrE BHICOKOM aHTUAPOMHOI BO3-
OyIMMOCTH CITMHAJBHBIX MOTOHEIIPOHOB B YCIIOBUSIX ITO-
paXkeHUs MMPaMUIHOTO TPaKTa M HOpMaJIbHBIE IIOKAa3aTe-
mm F-onnbl y geteit ¢ UXII [1]. Takum obpazom, DMI
paccMaTprBaeTCs TOJIBKO KaK CITOCO0 MCKITIOUCHUSI Opra-
HUYECKMX HApYLIEeHUI CO CTOPOHBI NepudeprudecKoin
HEPBHOM CUCTEMBI, TOCKOILKY MOPGhOGYHKIIMOHATBHAS
OpTraHu3alNs CTPYKTYP NMepudepruIecKoro HelipoMoTOp-
Horo anrmnapata y nauueHToB ¢ MXII octaercst coxpaHHOM
[13, 21]. DMT He aBIAETCA OMOPHBIM IMATHOCTUYECKUM
MeronoM B cirydasx MXIT [16]. DT BEIBOABI HOATBEPXKIA-
I0TCS1 pe3yJIbTaTaMU HAaCTOSIILETO UCCIIeTOBaHUS.
IIpomomxaloTcsa OMCKYCCUM IO TOBOIY ITOIXOIOB
Kk negeHuto MUXII. FE Dietz u S. Khunsree (2012) cdop-
MYJIIPYIOT BOIIPOC IIPEIETbHO KOPOTKO: JICUUTh WIIM HE
neunTthb aereit ¢ UXII [6]. Eciu Bropast 4acTh Bompoca He
TpeOdyeT KaKkoro-a1ubo pazouparesibCTBa, TO IepBasi YacThb
HyXpaaeTcs B paccMoTpeHuu. Tak, B pabote K. Davies
u coaBT. (2018) nzyueHa 3(pheKTMBHOCTH METOIOB OPTE-
3UPOBAHUS CTOII, TUIICOBAHMSI, JIOKAJILHOTO BBEICHMUS
MpenapaToB OOTYIMHUYECKOTO TOKCHHA THIIa A 1 Gu3mo-
TepareBTUICCKOTO JICUCHNUS. ABTOPHI IIPUIILIN K BBIBOILY
00 OTCYTCTBUM CTAaTHUCTHUYCCKU 3HAYMMOTIO BIIMSHHUS JIe-
yeHus Ha ucxox MXII [5]. C.M. Williams u coasr. (2014)
npoBenu aHau3 21 myonukanuuu o reme UXIT va mpen-
MET OIpenesIeHNs JoKa3aTeIbHOI 3(P(PEeKTUBHOCTH ITPU-
MEHEHUsI OPTe30B, OPTONEANUECKOl 00YBU, OOTYIMHUYE-
CKOT'0 TOKCHMHA THUTA A, XUPYyPTrUIECKUX BMEIIATCIHCTB
1M HE HAIJIM YOSOUTEJIbHBIX T0Ka3aTeIbCTB JOJITOBpe-
MEHHOTO TTOJI0XUTENbHOTo 3 deKkra B oTHomeHnun MXIT
IIPpX OPTE3UPOBAHNH M HOIIEHNUY OPTOIEANIECKOM O0yBHU
[30]. IIpuMmeHeHMEe OpTE30B FOJICHOCTOITHBIX CYCTaBOB MO-
XKeT ynydiiaTh pucyHoK xoab0bsl mpu MXII, Ho ero ad-
(eKT HOCUT KpaTKOBPEMEHHBIN XapaKTep U He rapaH-
THPYET OTCYTCTBUS pPELIMANBA HAPYIICHUI TIOCIe CHSTHS
opte3oB [14]. He 65110 00HapyKEeHO MOJIO0XKUTEIHLHOIO
KinHn4eckoro agdekra B orHomeHun MXII mo kpute-
PUIO BETMYUHBI yIJIa TBJIBHOTO CTUOAHMSI CTOIIBI TIPY BU-
OpallMOHHBIX BO3IEHCTBUSIX HA IIOMOIIBEHHYIO IIOBEPXHOCTD
cror [10]. H. Satild u coasr. (2016) nmpoBenn ucciaemoBa-
HHE pe3yIbTaToB JICUCHHUS B 2 KOHTPOJUPYEMBIX PaHIO-
MU3MPOBaHHBIX IpyIiax nauueHToB ¢ MXII B Bo3pacte
ot 2 mo 9 net. [1epByto rpyniry cocTaBwIM 14 ITaliMeHTOB,
B JICYCHWN KOTOPBIX IPUMEHSUIMCH OPTOIleanYecKasi
00yBb, HOUHBIC OPTE3bI HA TOJICHOCTOITHBIE CYCTaBHhI, Me-
TOIBI (PU3NOTEPANTIN U €KeTHEBHBIC YITPAXKHEHUSI 10 pac-
TSKCHUIO UKPOHOXHBIX MBILILL B JOMALIHUX YCIOBUSIX.
Bropas rpymiia Bkiodana 16 mammueHToB, KOTOPBIE MOJy-
YaJIi aHAJOTUYIHOE JIeYCHNE, JOTIOJIHEHHOE JIOKATbHBIMU
WHBEKIUSIMU OOTYTMHUIECKOTO TOKCHHA TUTIA A B UKPO-
HOXHBIC MBIIIIIBI, IPOBOINMBIMU TIEpUOANYECKU 1 pa3
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IIETCKOM
HEBPOAOT UM

B 6 Mec Ha npoTskeHuH 2 jeT. OueHka 3G PeKTUBHOCTH
JIeYeHUsI TT0Ka3ajia, YTo yepes 2 Toja IMOJIHOCTHIO IiepecTa-
JIM XOIUTh Ha manblax ctomn 75 % perteii B 1-ii rpyiime
U BCE ACTU 2-11 IPYIIIBI, KOTOPHIM BBOIMIIA OOTYJIOTOKCHH
(o ouieHke Bpaya) (p = 0,065). ITo oLieHKaM poauTeei
nereit, B 1-i1 rpynne MXII nojliHOCThIO MpeKpaTUiach
y 54 % neteit, Torga Kak Bo 2-i rpyme —y 50 %. bt cue-
JIaH BBIBOJI O HEIOCTOBEPHOCTH PA3INIMIL MEXKITY TPYITITIAMK
U OTCYTCTBMH 3HAYMMOTO BIMSTHUS WHBCKIIUIM OOTYTMHM -
YeCKOro TOKCMHA Ha OTHAJICHHBIN Pe3yIbTaT — UCYE3HO-
BeHue cumnTomMoB MXII u Temnn HopMmaliu3aluu Xoab0bI
[27]. K ananormuyHomy BeiBoay mpunuii J.J. Ruzbarsky
u coaBT. (2016) [24]. P. Engstrom u coaBt. (2010) Takxe
HE OTMETUJIN ITOJTOBpeMEeHHOro 3(deKTa B OTHOIIEHUM
yJIydllleHUs pucyHKa xoab0bl y nauureHToB ¢ UXII yepes
1 Tom mocjae OTHOKPATHOTO BBEICHUSI B MKPOHOXHEBIC
MBIIIIIBI 60TOKCA B 103¢ 6 MT/KT Macchl Tenia. Habmonan-
¢S TOJTbKO BpEMEHHBIN HeTloCpeICTBEHHbIN 3(HEKT BCKO-
pe Iocjie MHBEKIIMK B BUAC YBEIMUICHMS YIJIa BO3MOXHOM
TBIIBHOM (pyieKcuu cTorbl [8]. MHTepecHBIMU mpencTaB-
JISIIOTCSI JaHHBIE O BAUSHUY TUIIA IIOBEPXHOCTU Ha U3Me-
HeHue pucyHka xoabobl npu MXII. Iloka3zaHo, yto npu
XoJb0e 6e3 00yBU 110 HEPOBHOMY IPaBUHOMY OCHOBAaHUIO
(rpaBUIAHOM MTOPOXKE) PUCYHOK XOABOHI y ITAllMEHTOB
¢ UXII nocToBepHO MEHSIETCSl B JIYUIIyI0 CTOPOHY IO
CpPaBHEHMIO C KOHTPOJIbHOU rpyrmroi gerein 6e3 UXII
(p <0,001) [11]. DTOT (haKT MOKHO MCIIOIH30BATH B JIeUeO-
HBIX IIEJISIX ¥ pacCMaTpUBaTh KaK BapyaHT ITOBEICHUECKOI
Tepanuu. He TUIIeHHBIMUA CMBICTIA CYUTAIOTCS TIEPUOIM -
YecKue 3aMeJYaHMsI 1 HAIIOMMHAHUS peOCHKY, a TAKXKe IT0-
CTOSTHHBII KOHTPOJIb €10 Xoap0kI [19]. G. Hirsch u B. Wagner
(2004) ormeTmm, yto mamueHTsl ¢ UXIT nemoHCcTpHpo-
BaJIA TIOXbEM Ha ITaJIbLIBI CTOII IIPY CTOPOHHEM, HE3aMeT-
HOM JIJIsI HUX, HAOJIIONeHUH, a TIPU BUACOHAOTIOACHUHT 1X
Xoap0a Ha ImaJibllaX MOJIHOCTRIO McUe3aaa. DTHU Xe UCCe-
JIOBAaTEJIN IIPOBEIM OLIEHKY METOIOB KOHCEPBAaTUBHOIO
JieyeHus (TUTICOBaHUE, OPTe3UPOBaHNE, (PU3NOTEPaIIeB-
TUYECKOEe BO3MCUCTBUEC) U MPU3HAIM X OECIIOIe3HBIMU
1 HEe MMCEIOIIUMU IJIUTEJIBHOro 3(pdeKTa y mameHToB
¢ UXITI. ABTOpHI cefany BbIBOI O TOM, YTO MCYE3HOBEHUE
cumntomoB UXII npeacrasisier coboii mpolecc ecTecT-

BEHHOTO BO3PACTIMMUTHPOBAHHOTO perpecca rnaTojioru-
YeCKHX CUMIITOMOB (32 NCKJIIOYCHUEM CIyJIaeB ¢ (DOpMM-
poBaHMEM KOHTPaKTyp) [15]. BDTOT BBIBOI MOJIHOCTHIO
MOAAEPKUBAETCSl HALLIMMM pe3yabTaTaMu. B noctynmHoit
JIMTEPATYPE HaM HE YIAJIOCh HAUTU YKAa3aHUI Ha KOPPEKIINIO
KOMOPOUIHBIX HEBPOTUYECKUX PACCTPONCTB Y MALIMEHTOB
¢ UXII ¢ npuMeHeHueM TPaHKBUJIM3aTOPOB X aHKCU O~
TUKOB, YTO, BEPOSITHO, OTpaxkaeT U3BECTHIN (pakT Kpari-
HE PEeIKOro MPUMEHEHUS MperapaToB 3TUX IPyIN B AET-
CKO MPaKTUKE B 3aIMaJHbIX CTPAHAX U aKLIEHT Ha METObI
MOBEICHYECKOU TICUXOTEPATIUH.

BbiBoAbI

Mnauonaruyeckas xoap0a Ha NMajiblax CTOI MPeACTaB-
JIIeT co00it MOOPOKAYECTBEHHOE BO3PACT3aBUCUMOE (BO3-
PACTIIMMUTUPOBAHHOE) PACCTPOICTBO (DOPMYJIILI XOABOBI
CO CIIOHTaHHBIM PETPEeCcCOM CHUMIITOMOB, OOJamarolee
BBICOKOI KOMOPOMAHOCTBIO C paCCTPOMCTBAMU HEBPOTU -
YECKOTO CIIEKTpa, He TpeOyroIee MPUMEHEHMST aKTUBHBIX
METOIOB (DU3NUIECKOI peadINTAIIN, METUKAMEHTO3HOTO
JIeYeHUs U JIOKaJIbHOM 0oTyuHoTepanuu. JduddepeHin-
ajbHAsl TMATrHOCTHKA IPOBOMUTCS CO CIIACTHYCCKUMU
dopmamm HIII1, HacimencTBEeHHOM CITAaCTUYECKOM Iapa-
TIerueii, (poKaabHOI AUCTOHMEH cTOoM, TTeprudepUIeCKIMU
HEBPOIIATUSIMU, MAOTIATUSIMK, MUEIOIUCIIIA3UEH 1 PsI-
JIOM JPYTMX COCTOSIHUMA, 4TO onpenesseT nosuuuio MXI1
B KauecTBe auarHosa uckiouenus. MXII He conmpoBoxk-
JIaeTcs HapyHIIeHUSIMU (PYHKIIMOHAIBHOTO COCTOSHUS
CTPYKTYp TeprdeprIecKoro HepoOMOTOPHOTIO allapara,
anipoBeneHne DMI mpeciienyeT Heablo UCKITIOYEHUE BBI-
LIernepeyrncieHHbIX 3a00JieBaHUll. BTopuuHble 0CI0X-
Henns UXII B Buge hukcupoBaHHBIX KOHTPAKTYp roJie-
HOCTOITHBIX CYCTaBOB MOTYT ITIOTpeOOBaTh IPOBEICHUS
XHUPYpPruyeckoi oproreanueckoit koppekuuu. Kacasce
TePMHUHOJOTUYECKOTO BOIIPOCA, CJIEAyeT OTKa3aThCs
OT UCIIOJIb30BAHMS B MEIUIIMHCKUX 3aKIIOYCHMSIX U ITy-
OJMKaALMSIX TaKUX BYJIbrapHO-OBITOBBIX 0003HAUYEHU
HECYIIECTBYIOLIMX aHATOMUYECKUX 00JIaCTEN, KaK XOb-
0a «Ha IBIITOYKaX», «Ha HOCKaX», «Ha MBICKaxX», U IIPH-
3HaTh B Ka4ecTBe HamboJiee afeKBaTHOTO OIpeACICHUS
numMeHHo UXII.
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(MopmupoBaxue heHomuna «3nunencug—aymusm» B ieMcKoM Bo3pacme

A.M. Kynnaul, JI.A. Kor?, JI.B. Illanskena!
ITYO «Benopycckas meduyunckas axademus nocaeouniomHoeo obpazosanus»; Pecnybauka Beaapycs, 220013 Munck,
ya. Ilasaa bposku, 3/3;
2Y3 «lopodckoii Kaunuueckuii Oemckuii neuxuampuueckuii ducnarcep»;
Pecnybauka benapyce, 220112 Munck, ya. Anxu Jlyuunot, 6

Konmaxmot: Jleonuo Basrenmunoeuy lllasvkesuu leoshal@yahoo.com

Couemanue paccmpoiicme aymucmuueckoeo cnekmpa (PAC) ¢ anunencueii seasemcs 00Hoil u3 Hauboaee pacnpocmpaneHHbiX HCUXOHEEPO-
A02uueckKux KomMopouoHocmeli, komopas ecmpeuaemcs ¢ yacmomoii do 46 %. Takas gvicokas yacmoma 00ssCHAEMCs CXOOHOCMbIO NAMO-
@uzuonocutecKUx MexaHusmMos paseumus Kaxcooll u3 Hozonoeuii. Qbueil 0cHo8oll Kak 045 nusenmoeeHe3a, mak u 0aa pazeumus PAC
CAYHCAM GHOMAAUU MENCHEUPOHHOU KOMMYHUKAYUU, 0NOCPedosanHbie uneepcuell Heipompancmuccuu. B acnexme goopmuposanus ghero-
MUna «dNUAenCUs—aymusm» Haubonee 3HAUUMO Paccmpoiicmeo QYHKYUOHUPOBAHUS 0MOeA08, OMBEHAIUUX 3a 6epOANbHO-ONOCPE00BAH -
Hoe coyuansoe ynkyuonuposanue. I10do6Hble paccmpolicmea nPoAGASIOMCS 6 OMCMABAHUY PA3GUMUSL GbICUIUX NCUXUYECKUX DYHKYUL,
a maksice 8 CKAOHHOCMU K (hOPMUPOBAHUIO SNUACNMUPOPMHOU AKMUBHOCMU U MpU2eepa SNUNenmu4ecKux npucmynos. SI0po komopouonozo
enomuna «Inusencusi—aymuzm» npeocmageno Gopmamu ¢ YCMaHo6AeHHbIM 2eHeMU4eCKUM 0eeKmom, CONPANCEHHbIM CO CPYKMYPHOU
namonoeueil yeHmpansHol HepeHoil cucmembl. OOHAKO 803MONCHYL U Opyeue nymu hopmuposanus makozo penomuna. Tax, 6 kaunuueckoil
KapmuHe dnuULenmu4ecKux Aub0 dSnuienmu@opmHbX dHYedaronamull yacmo Cmpe4aromes omoeavtsle cumnmomst, xapakmephoie o1 PAC,
YMo HOCUM HA38AHUE NPUOOPEMEHH020 INUAENMUHECK020 Heliponcuxonoeuueckoeo cundpoma. C dpyeoit cmoponsi, PAC (uau omdenvhas
CeMUOMUKA IMO20 Nep8a3UBH020 PACCMPOIICMEA PA36UMUS) MOJCEeM PA38UEAMBCS HA (POHE INUNEHMUDPOPMHBIX USMEHEHUI OU0INeKmpU-
YecKol aKmueHOCMU 20108H020 M032d. B nodobnbix cayuasx duasnocmupyemces aymucmuueckuti snusenmugopmuoiii (a 6 cayuae peeu-
CMpayuU KAUHUYeCKUX NPUCMYno8 — snuienmuyeckuii) peepecc. Hawa konyenyus gopmuposanus gpenomuna «dnusencusi—aymusms,
ONUCAHHAS 8 OAHHOIU CMambe, 0CHOBAHA HA NOOPOGHOM CONOCMABAeHUU SMUoa02UuU U namoeernesa snusencuu u PAC u paspabomke opueu-
HAAbHOU YUKAUYecKoli nocaedosamenvhocmu. Bapuamugrnocms henomuna «anunencus—aymusm» npedcmaesnena 8 gude agmopckoii oua-
2pammbl U 00BICHEHA ¢ NO3UYUU NPUHUHHO-CAEOCBEHHBIX 83AUMOOMHOUEHUI KAXNCOOU U3 HO30A02Ul.

Karouesnte caoea: snusencus, paccmpoticmea aymucmu4eckozo cChekmpa, KoMopouoHocmes, oemu

Jlia yumupoeanus: Kyonau A.U., Kom 1. A., lllarvkesuy JI. B. Qopmuposanue enomuna «dnunencus—aymusm» 6 0emckom 603pacme.
Pycckuii ucypnan demckoii Hesposoeuu 2020;15(1):18—27.

DOL: 10.17650/2073-8803-2020-15-1-18-27 [®)sy |

FORMATION OF THE PHENOTYPE “EPILEPSY—-AUTISM” IN CHILDHOOD

A.I Kudlatch!, D.A. Ko?, L.V, Shalkevich!
! Belarusian Medical Academy of Postgraduate Education; 3/3 P. Brovki St., Minsk 220013, Republic of Belarus;
2City Clinical Children’s Psychiatric Dispensary; 6 Yanki Luchiny St., Minsk 220112, Republic of Belarus

The combination of autistic spectrum disorders (ASD) with epilepsy is one of the most common neuropsychiatric comorbidities, which occurs
with a frequency of up to 46 %. Such a high frequency is explained by the similarity of the pathophysiological mechanisms of each of the no-

sologies development. The common basis for both epileptogenesis and the development of ASD is the anomalies of neural communication

mediated by the inversion of neurotransmission. In the formation of the epilepsy—autism phenotype the most significant is impairment of the de-

partments responsible for the verbal-mediated social functioning. Such disorders are manifested in the lag of mental functions development,

as well as in the epileptiform activity forming and epileptic seizures triggering. The epilepsy — autism comorbid phenotype core is represented
by forms with an established genetic defect associated with structural pathology of the CNS. However, other ways of forming such a phenotype
are also possible. Thus, in the epileptic or epileptiform encephalopathies picture there are often symptoms of ASD called an acquired epileptic
neuropsychological syndrome. On the other hand, ASD (or the pervasive developmental disorder semiotics) may develop against the epilepti-
form changes background. In such cases, autistic epileptiform (in case of clinical seizures—epileptic) regression is diagnosed. Our concept of
the epilepsy—autism phenotype forming is based on a detailed comparison of the etiology and pathogenesis of epilepsy and ASD. It is pre-
sented in the original cyclic sequence form. The variability of the epilepsy—autism phenotype is also presented in the form of the diagram
explaining the perspective of each of the nosologies relationship.

Key words: epilepsy, autism spectrum disorders, comorbidity, children

For citation: Kudlatch A. 1., Kot D.A., Shalkevich L.V. Formation of the phenotype “epilepsy—autism” in childhood. Russkiy zhurnal dets-
koy nevrologii = Russian Journal of Child Neurology 2020;15(1):18—27. (In Russ.).
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Mpeabicmopuga nepsag: anunencus

Brnepsrie anuitencus 6buta yrmoMsiHyTa 6oJee 2,5 ThIC.
JIET Ha3aJ B U3BECTHOM TpakTare [urmokpara «O cBsIIeH-
HOM 601e3HM». OQHAKO ITyTh HAYyYHOTO MO3HAHUS 3TOM
MaToJ0ruy 0epeT CBoe Havyaio JUIb ¢ 30-x romoB XX Beka.
OrnpeneneHre TOHATHS «3IIICTICUST» B IIPOIIECCE CTAHOB-
JICHUSI 3IIJICTITOJIOTUHY IIPeTepIIeBaIO IMOCTEIICHHBIE 13-
MeHeHUsI. Tak, B KJIIACCUYECKUX OTeUECTBEHHBIX MOHOTPa-
GUSIX MOXHO HANTHU IEPBOE M3 HUX: SIUJICIICUS — 3TO
XPOHUYECKOE ITOJUITUOIOTHICCKOE PACCTPOICTBO, IIPO-
SIBJISTIONIEECS TIEPUOINISCKIMU CYIOPOKHBIMU U OecCy-
JIOPOKHBIMM IIPUTIAIKAMH, YaIlle C IIOTePEit WIKM IPYTUMU
¢dopmamu HapymeHus co3Hanus [10]. B coorBeTcTBUM
C HAyYHBIMU TOJIOXCHUSIMM IOCICIHUX OECATUICTUI
SIUJIETICUS TIPEACTaBIIsIeT COO0M XpoHUYecKoe 3a00j1eBa-
HHE TOJIOBHOTO MO3Ta, XapaKTepHU3YIoIIeecs IIOBTOPHBIMU
HEIPOBOLIMPYEMBIMU IPUCTYIIAMUA HapYIISHUI IBUTA-
TEJIbHBIX, YYBCTBUTEIIPHBIX, MBICIIMTEJIBHBIX MJIN TICUXM-
yecKUX QYHKIMHI, BOZHUKAIOLIMMU BCJIEACTBUE Ype3Mep-
HBIX HEMPOHHBIX pa3psaaoB [31]. biaromaps KkoHceHCycy
MexnyHapomHO#t mpoTUBOMWIeTHYecKoit uru (Inter-
national League Against Epilepsy) m MexayHapomHOTO
61opo 1o snuiernicuu (International Bureau for Epilepsy)
B ITOCJICIHME TOIBI ObLIa IIPUHSITA TaKasl TPAKTOBKA OIIpe-
TIEJICHUST: SIUJICIICHS — 9TO XPOHUYECKOE COCTOSTHHUE TO-
JIOBHOTO MO3Ta, KOTOPOE XapaKTePU3YETCSI YCTOMYMBOM
MIPEaPaCIIONOXEHHOCTBIO K Pa3BUTHUIO SIMICIITHICCKIX
IIPUCTYIIOB M HEMPOOHUOJIOTUIECKUMU, KOTHUTUBHBIMH,
IICUXOJIOTUICCKUMH M COIMATBHBIMH MOCICACTBUSIMU
atoro coctossHus [30]. I[Tpu aTOM omnpeneaecHue SMUIeTI-
CuM TpeOyeT BOSHMKHOBEHUS XOTsI Obl 1 anuienTu4ecKo-
ro npucrtyna. OmHaKo, COrIaCHO MHEHUIO HEKOTOPHIX
aBTOPOB, 3Ta Ne(PUHULIMS HE MOXET ObITb IPUMEHEHA
K CIeIM(PUISCKIM STUICIITUICCKUM 3JICKTPOKIMHIIC-
CKMM CHHIpOMaM, TaKUM Kak cuHapom Jlangay—Kied-
¢Hepa 1 SMWIETICHUS ¢ ANEKTPUISCKUM STUICIITUICCKIM
cTaTycoM B (ha3y MeIJICHHOTO CHa, IIPU KOTOPBIX SITHIICTI-
TUYECKHE IIPUCTYITBI MOTYT OTCYTCTBOBATh [ 14].

Y MHOTHX MALIMEHTOB C MWIETICUEN UMEETCS CTOMKast
MEXKIIPUCTYITHAS CUMITTOMATHKA: OTCTaBaHUE B MHTEIICK-
TyaJJbHOM U PeYeBOM Pa3BUTUU, KOTHUTUBHBIC THNCHYHK-
LIMY, HApyLIEHUs MOBEAEHUS, TPYAHOCTU B O0y4YEHUU
[14]. CTouT mog4epKHYTh, YTO COLIMAJIbHAS aJanTaus
M KaueCTBO XXM3HU B Topasno 60Jbliieil CTeNeHN Hapylla-
IOTCS HE CTOJIbKO M3-3a SMUJICHTUYCCKUX IPUCTYIIOB,
CKOJIBKO BCJICACTBUE PAa3BUTHUS SIIICTITUICCKI-00YCI0B-
JICHHBIX PacCTPOMCTB BBICIIMX IICUXWYECKMX (DYHKIIUA.
[Ncuxnaeckne, moBeneHICCKNE U KOTHUTUBHBIC HApYIIIe-
HUS TUIIMYHBI IS ACTeH ¢ SIMIeTicheil 1 HabIoaaloTCs
B 35—50 % cay4aes [3, 18]. B cBs13u ¢ 3TKM B MOCjIeAHE|
KJaccupuKalum SMWIETICUY ObliIa pa3padoTaHa 1 yTBep-
XKIeHa KOHIETIIINS IeTCKUX MICIITUYECKUX SHIIedaro-
natuii. B cooTBETCTBUM C 3TON KOHLENLMEN HE TOJIbKO
caMU MPUCTYIIBI, HO W SOWJICTITU(OPMHAST OMO3JIEKTPU-
YyecKasi aKTUBHOCTB TOJIOBHOTO MO3Ta MOXKET IIPUBOINTD

K Pa3BUTHIO TSXKEIBIX KOTHUTUBHBIX M ITOBEICHUYSCKIX
HapYIICHUI KPpOME U CBEPX TEX PACCTPOMCTB, KOTOPBIE
SIBIISIIOTCSI OXKMIAEMBIMU IIPU CaMOM 3a00JIeBaHUM U KO-
TOpHIE C TeUeHHEM BpeMeH! MOTYT yxyamarbes [30].

Ha coBpemMeHHOM 3Talte SIUISTICHIO CIeIyeT paccMa-
TpUBaTh KaK XPOHUYECKYIO TUCGHYHKIIMIO IIEHTPAIbHOM
HEPBHOM CUCTEMBI, CKIIOHHYIO K CAMOOTTPaHUICHUIO. DTa
IUCOYHKIINS XapaKTepU3yeTcs Ipekae BCero Hapyle-
HUEM MEXCHUHANTUYECKOTO B3AUMOACHCTBUSA CO CTOUKUAM
npeobaagaHueM IPOLIECCOB BO30YKAEHMS Hall TOPMOXKe-
HueM [14]. OcCHOBHYIO pOJIb B pa3BUTUM SITWIETICUU WUT-
paeT TeHEeTHUYECKM-00YCIOBICHHAS! CKIOHHOCTh LIEHT-
panpHOi HepBHOI cuctembl (LHHC) x ocoboMy TuIry
OCYIIECTBJICHMS IIPOLIECCOB HEMPOMEINALIMM, KOTOPBIA
XapakTepu3yeTcsl 0ojiee HU3KMM IIOPOTOM CYIOPOXKHOM
roroBHocTH. 1151 oHTOoreHeTn4ecku He3pesnoit LIHC oco-
0oc 3HAYCHME B Pa3BUTUM SIUJICIICHHU U €€ BIMSHUM Ha
BBICIIIIE KOPKOBBIE (DYHKIIMKM MMEIOT TaKKe ITPOIECCHI
rurepcuHxponusannu [16]. Bosuukaromme nubo yxym-
IIAIOMINEeCsT BCISACTBUE SIMICIITUYECKOro Ipoliecca
WIN ITapauIeIbHO ¢ HUM OTKJIOHEHUS B CTAaHOBJICHUU
WIN OCYIIECTBICHUM IMOBEICHYCCKNX M KOTHUTUBHBIX
byHKUMI 1eTecoodpa3Ho paccMaTpUBaTh B KOHTEKCTE
SMUIENITUYECKOH sH1IeaonaTuu (epedpomnarun) [18].
MBI 1oj1araeM, 4YTo HapyIIeHUS BBICIIINX KOPKOBBIX (DYHK-
LM, KOTOPBIE XapaKTepHBI IS MAIIMEHTOB IETCKOTO BO3-
pacTa ¢ 3IuIeIcheil Wid CYOKITMHUIYSCKUMU STIUJICIITH-
¢GOpMHBIMU pa3psgaMu Ha 3JIEKTpO3HIedamorpaMmmMe
(B3I, accommmupoBaHbl UMEHHO C OHTOT€HETUICCKUMU
ocobenHoctssmMu ITHC B meTckoM Bo3pacTe 1 onpeneieH-
HOM YSI3BUMOCTBIO HEKOTOPBIX YIACTKOB IT'OJIOBHOTO MO3Ta.

[lepBuyHbIe (MIHOTATUYECKUE, WIN TCHETUICCKIE)
SIMJICTICUY XapaKTePU3YIOTCS HATUMYMEM TeHETHIeCKOM
IIPeIpacIioOKeHHOCTH, BO3paCT3aBUCUMBIM HavYaIoM
1 BO3MOXHOCTBIO CAMOCTOSITEIBHOTO CIIOHTAaHHOTO pa3-
pemenus. [Ipenronaraercs, 4To Takue OPMBI SIS~
CHH BO3HUKAIOT IIPEUMYILIECTBEHHO B KPUTUUYECKHUE IIe-
PHOIBI CO3pEBAHMS TOJIOBHOrO Mo3ra [6, 41].

BropuuHble (CMMIITOMAaTHYECKHE) SIUJICIICHH Yallle
BCETO SIBJISTIOTCST Pe3YJIbTaTOM CTPYKTYPHBIX HapyIIeHUI
TOJIOBHOTO MO3Ta, B pe3y/IbTaTe Yero OmnpeaeacHHBIC €ro
YYaCTKU MPUOOPETAIOT SMUIICIITOTEHHBIE CBOMCTRA [1, 2,
15]. B ogHuX ciayyasix, Koraa UMeloTcsl BpOXKIeHHbIe M0-
POKU pa3BUTUS IMOO IUCMETa00IMYECKUE ITPOLIECCHI TO-
JIOBHOTO MO3Ta, CPOKH BOSHUKHOBEHUS SIMJICTITUYECKO-
IO IIpoliecca IeTepPMUHNPOBAHBI MHOXECTBOM (DaKTOPOB
U UHIUBUAYAJIbGHBI B KaxXXIOM KOHKPETHOM cClIydae;
MpY YepEeITHO-MO3r0BOM TpaBMe JIM0O0 LiepeOpOBaCKYISIp-
HBIX OBPEXICHUSIX MMEETCS CTPOTO OIpeNe/IeHHBIN ITe-
PHOJ BO3MOXHOI'O Pa3BUTHSI CUMIITOMATUYECKOM SITHJICTI-
CHH, YTO OOBSCHSICTCS MOCJIEIOBATSIbHBIMY IIPOLIECCAMM
peopraHmM3auy ITOBPEXICHHBIX TKaHell Mosra [28].
IIpu s3TOM aHaTOMUYecKass 1 (GYHKIIMOHAIbHAS peopra-
HHU3aI1s TKaHEeH TOJIOBHOTO MO3Tra, KOTOpasi B HACTOSIIIEe
BpeMsI BBIIEJISICTCS B KadyeCTBE OCHOBHOM THIIOTE3HI
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Pa3BUTHUSA CUMITOMATHYECKUX (DOPM SIIMICTICUU, SIBIISICT-
Csl TEHeTUYECKH JTeTePMUHMPOBAaHHBIM mporeccoMm [40].
BropuuHblii sanuiientoreHes (Kak, HallpuMep, B ciydyae
¢eHOMEHA «3epPKATBbHOTO OJara») 0ObICHSIETCS NU3MEHEHHU -
€M MEXHEMPOHHOM KOMMYHMKALIMKA HE TOJILKO B IEPBUAY-
HOM 3ITWJIEITOTEHHOM o4are, HO U 3a ero npeaeyamu [18].

NMpenbicmopus Bmopas: aymusm,

unu paccmpoiicmaa aymucmu4ecKoro cnekmpa

TepMuH «ayTu3M» OBLI BIepBbie YHOMSHYT B 1911 .
M KacaJICsl COKpAIIICHMST OTHOIICHUI C JIFONBPMU U BHEIII-
HUM MHPOM, OITMCHIBAEMOTO KaK ITTyOOKMIT COIIMaTbHBIIN
yxon B ce0s1. B 1943 1. onucano 11 geTeii ¢ «ayTHIHBIMU
HapylIeHUSIMU SMOLIMOHAIBLHOIO KOHTaKTa», a B 1944 .
JIaHO OTpeneicHNe CUHAPOMa AcIieprepa KakK «ayTHCTH-
yeckoii ncuxonatum» [21]. Cunapom Perra Ob11 BiepBhie
OIMcaH B IuTeparype B 1954 1., a oTIeIbHOM HO30I0THIe-
CKOW enuHMLIEeH nmpu3HaH B 1983 1. [34].

CoracHo ompeneieHni0 MeXayHapoaHOI KJIacCK-
¢ukaunm 6oae3Heit 10-ro mepecMoTpa JeTCKU ayTU3M —
9TO PacCTPONCTBO, KOTOPOE OIPEAeIIeTCS HapyIIIeHHBIM
IICUXWYECKUM Pa3BUTHUEM C IIEPBBIX JIET XXKM3HU U XapaK-
TEePHBIM TUTIOM aHOMAJILHOTO (DYHKIIMOHUPOBAHUS BO BCEX
cdepax coIraaIbHOrO B3auMOIEHCTBUS (OOIIEHMS), OTpa-
HUYECHHBIM HA0OPOM CTEPEOTHUITHBIX (DOPM MOBEACHMSI,
a TaKKe HapyIIeHHEeM SMOIIMOHAILHOTO M PEYEBOT0 KOH-
takToB [17]. B coorBeTcTBMM ¢ Kitaccudukaumeit DSM-IV
(Diagnostic and Statistical Manual of mental disorders),
OIyOJIMKOBaHHOI B 1994 1. AMepMKaHCKOIT accolalmeit
IICUXUATPOB, ayTu3M (cuHapoM KaHHepa), Wi ayTucTh-
YecKoe paccTpoiicTBo (autistic disorder), Kak OquH U3 Ba-
PUAHTOB HAPYIICHUS HEPBHO-IICUXWUIECKOTO Pa3BUTHUS
OBbLI OTHECEH K IIepBa3MBHBIM PACCTPOCTBAM Pa3BUTHUS
Hapsimy ¢ cuHapoMmoM Petra (Rett’s disorder), cuanpomom
Acmneprepa (Asperger’s disorder), IeTCKIM Ie3WHTETPATHB-
HBIM paccTpoiictBoM (childhood disintegrative disorder)
U TICPBa3MBHBIM PAaCCTPOMCTBOM Pa3BUTHSI HEYTOYHEHHBIM
(pervasive developmental disorder — not otherwise speci-
fied), BkiTIo4ast aTUIMIHBIN ayTu3M (atypical autism). ITo-
caenHuii mepecmotp Kiaccudpukanun (DSM-V, 2013 1)
(hopMaIM30BaJI KOHLEIILIHIO «CIIEKTPA PACCTPOMCTB» U 00b-
eqyuHUJ cuHapoMbl KaHHepa u Acrneprepa, 1eTcKoe ae-
3UHTEIPAaTUBHOE PACCTPOMCTBO M HecIeMGpUIeCcKoe
IIepBa3MBHOE HapyIIeHUE PAa3BUTHUS B PYOPUKY «pac-
cTpolicTBa ayructuyeckoro crekrpa» (PAC) [49].

PaccrpoiicTBa ayTUCTUYECKOIO CIIEKTpa IPeaCcTaB-
JISIIOT cO00# 0COOBIM TUIT ACMHXPOHHOTO MCUXUYECKOTO
IU30HTOTeHEe3a. DTO OOIIUpPHAsS reTepOreHHas IrpyIina
COCTOSTHMI, CBSI3aHHBIX C HapylICHUEM CTaHOBJICHUS
BBICIIINX IICUXUIECKUX DYHKIINI 1 00YCIIOBICHHBIX IIpe-
WMYIIECTBEHHO BPOXIECHHBIM PacCTPOMCTBOM CO3peBa-
HMSI TOIOBHOTO Mo3ra. OHa XapaKTepHu3yeTcsl CIeAYIOIIMMU
MpU3HaKaMU: CTOMKMM Ae(ULIMTOM HaBBIKOB COLIMATLHON
KOMMYHHUKALIMY 1 COITMATEHOTO B3aMMOICICTBYS O3 ydera
HaJIMIMSI OOIIEH 3aIepXKKHM Pa3BUTHSI, OTPaHUYEHHBIMH,

IMOBTOPSIOIIMMUCS MOIEISIMM TOBEICHMSI, UHTEPECOB
U JIEeSITeJIbHOCTH, TIPUCYTCTBHMEM C paHHEro AeTCTBa (HO
MOXET ITPOSIBJISITHCS. HE TIOTHOCTBIO IO TeX ITOP, TIOKA COLM-
aJIbHBIC TPeOOBAaHMSI He HAYHYT IIPEBHIIIATh OTPaHNYCHHBIE
CITOCOOHOCTH pebeHKa) M, KaK CJIEACTBUE, OTpaHUYeHUEM
1 HapylIeHneM MOBCeAHEBHOTO (PYHKIIMOHUPOBaHUH |3, 8].
ITatorene3 PAC g0 KoHIIa He M3y4YeH, OMHAKO CyIIe-
CTBYEeT HECKOJIbKO OCHOBHBIX Teopuii. B cooTBeTCTBUI
¢ HEMpOXUMMYIECKOI TumnoTe30it M. Lewis u coaBt. (2009)
u H.T. Chao u coasr. (2010) reHe3 1 OCHOBHAsI CUMIITO-
MaTtuka PAC 00yclIoB/IeHBI ICXOTHO aHOMAaJIbHBIMU TIPO-
HeccaMy MEXHEMPOHHOIO B3aMMOIECKCTBUSI M HapyIlle-
HueM (GOpPMHUPOBAHUS HEHPOTPAHCMUTTEPHBIX CHUCTEM
[23, 38]. Tak, ouoxumudeckumu ocobeHHoctssmMu LTHC
y TaKuX MallMEHTOB SIBJISTIOTCSI M30BITOUHOE BO30YXKma-
IollIee BIMSTHUE alleTHIIXOJIMHA IIPU HETOCTAaTOYHOCTH 10~
(haMHHEPIrUIeCcKMX CUCTEM B 3KCTpAIIMPaMUIHON CHCTEME,
camxenne TAMKepruueckoro TopMo3siiero KOHTpOoJs
1 JICTIOJIIPU3ALMOHHEIN (T. €. BO30yXmaromniuii) 3¢ dekT
aktuBanuu TAMKepruueckux penenropoB [24]. Kpome
TOTO, Y TAKMX IMAIIMEHTOB OTMEUYEHO 1 HapylleHne hyHK-
LIMA CEPOTOHMHEPTUIECKOTIO KOMILIEKCa, OMJHAKO CBE-
JIICHUS 0 BapHaHTaX TaKOTO HAPYIICHUS TPOTUBOPEYMBEI
(B 4aCTHOCTH, YIIOMMHAIOTCSI HAPYIIEHHUS TpaHCIIOpTa
CEepOTOHMHA, TUIIEPCEPOTOHNHEMMS U CHYKEHHUE IIEHT-
paIbHOI CEPOTOHUHEPTMYECKOM YyBCTBUTEIILHOCTH) [43].
DTN aHOMAJIUK TIPUBOIST K HEPaBHOMEPHOCTH M M30Mpa-
TEJIbHOCTU Pa3BUTHUS BBICIIMX KOPKOBBIX aHAJIM3aTOPOB,
CHITKEHUIO ITPOLIECCOB KOPKOBOM PETYIISLINU, TUCHYHKINI
SKCTpanvpaMUIHON 1 TU3HIIe(DaTbHOM CUCTEM CO CTOMKIM
npeob1agaHueM IPOoLECcCcOB BO30YKIeHUS Hal ITpoLiecCaMu
TOPMOXEHUSI B MO3XEUKE M PETUKYJISIPHON (hopMallvu,
a B TIOCJICYIOIIEM — 1 B KOPE TOJIOBHOTO Mo3ra [9].
CormmacHo npencrasieHnsiM K. Pierce u coasr. (2001)
u K.M. Harris u coast. (2008) omHOIi 13 OCHOBHBIX (DYHK-
LI MO3XKeUKa 1 eT0 MeXXHEHPOHHBIX CBsI3eil (B 0COOCH-
HOCTU (PPOHTO-TIOHTO-1IepeOeI0-aeHTO-PyOpO-CIIn-
HaAJIBHOTO IIyTH) SIBJISIETCS aleKBaTHOE, CBOEBPEMEHHOE
U pallMOHAJIbHOE TMEePECTPOCHUE CTAAUMHBIX HEMPOOMO-
XUMUYIECKHX ITPOIIECCOB, CAYKAIINX TApMOHUIHOMY (hOop-
MHPOBaHMIO M ITIOCIEOYIONICH peaan3alii MOTOPHBIX
1 IICUXUYECKUX HaBBIKOB. M03KeUOK, HE SIBJISISICh BBICIITM
KOPKOBBIM IIEHTPOM, TeM HE MEHee IIPUHUMAET aKTUBHOE
y4acTHe BO BCEX KOMITIEKCHBIX CEHCOMOTOPHBIX 1 IICUXO-
MOTOPHBIX IIPOIIECCaX, IMIPEICTABIISIONINX COOOM BRICIIIYIO
HEPBHYIO IeSTEIIBHOCTD. DTO IIPOUCXOMUT OJ1aromapsi CIo-
COOHOCTH MO3XeUKa K KOOPIWHALINY, T.€. OCYIIECTBIIE-
HMIO CBOETO PoJa IMHAMUYECKOM KOPPEKIIMY BOCIIPUSTHS
Pa3IMYHBIX BUJOB CEHCOPHOI MH(popMaLmu 1 popMupo-
BaHMIO OTBETHOM peakiy Ha HuX [35, 42]. Mo3keukoBas
IUCGhYHKIMS, COIJIACHO HaIlIel TUIIOTe3e, IPUBOIUT K IT0-
Tepe BO3MOXKXHOCTH OIMHUCAaHHOTO JMHAMUYECKOTO YCBO-
€HUS M KOPPEeKIIMU OTBETHOM peaKIIMM Ha COYeTaHHE
MOCTyTAIONIEH CEHCOPHOiIT MH(OpPMAaLIN, B pe3y/bTaTe Yero
y pebeHKa HapylIaeTcsl OHTOIeHeTUYecKass 3TalTHOCTD
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IICUXOMOTOPHOTO Pa3BUTHUSI 1 DOPMUPYETCS OrpaHUICH-
HBI CTEpPEeOTUNHBII HabOp cIOocO00B B3aMMOASUCTBUS
C OKpYyXaloluM MUpOM. Pa3BuTHe KOHKPETHOTO ITyTH
BOCHIPHUSTHSI CEHCOPHBIX CTUMYJIOB IIPY HApYIIIEHUH BO3-
MOKHOCTH ITOCJICIYIOIIETO €T0 pacIIMpeHusI U TpaHCchop-
Maluy NPUBOAMT K 3aKPETIEHUIO 2JIEMEHTAPHOTIO CI1oco0a.
Heiipobuoxumuyeckre npoLecchl, Kak M0 HAaKaTAaHHOKN
KoJjee, IMMPOTEKAaoT M0 ChOPMUPOBABIIEMYCST IIYTH, YTO
B eI11e OOJIBIIEH CTETIEHN CHIKAET BO3MOXKHOCTD Pa3BUTHS
MHBIX, 00Jiee OpraHU30BAHHBIX CIIOCOOOB BOCHPUSITUS
ceHcopHoM MHPopMmauu. M30BITOUHOCTD 3aKpeTJICHHBIX
CTEPEOTUIIOB MOXKET ObITh OOBSICHEHA C TTO3ULIMK BhIIlIe-
ONMCAaHHOW HEPaBHOMEPHOCTU HEMPOOMOXUMUYECKUX
npoueccoB B [IHC co CKIIOHHOCTBIO K YCUJIEHUIO TTPOLIeC-
COB BO30yxaeHusI [9].

Jloka3aTeJbCTBOM BBILIEOINMCAHHBIX 0COOEHHOCTEH
aHaTOMO-(pU3NOJIOTUYECKHUX TTapaMeTpoB y aeteil ¢ PAC
SIBJISTIOTCSI KITMHMKO-KaTaMHECTUIECKIE M MOp(oJIorhye-
CKMe HCCJIeHOBAaHUS, KOTOPBIE MO3BOJIMIN YCTAHOBUTH
IMaTOILIACTMYECKYIO POJIb BO3PACTHOTO (haKTopa B TeHe3e
JITAaHHOTO 3a00ieBaHus. OHM ITOKA3aJI, YTO KJIACCHYECKOe
Hayayio 0osie3HU B 16—18 Mec XM3HU COIPOBOXIAETCS
CHIXEHHMEM CKOPOCTH IICXOMOTOPHOI'O Pa3BUTHSI U per-
PECCUBHBIMM KOTHUTMBHBLIMU paccTpoiictBamu [37].
B aTOT MIepuon, corracHO BHIIIEYKa3aHHBIM HCCIIEI0BA-
HUSIM, OTMEYaeTCsl MUK €CTeCTBEHHOTO ITOCTHATAIIBHOTO
aIroITo3a HEPBHBIX KJIETOK KaK OHTOI€HETMYECKOTO ATara
pasButus LITHC, 6marogapst KoTopoMy IPOUCXOIUT M -
MMHAIIASI HEBOCTPEOOBAHHBIX TSI HOPMAJIbHOTO Pa3BUTHS
MEXXHEMPOHHBIX KOHTAKTOB U ceTeli. Kak ciencrBue, Bo3-
HHUKaeT abeppaHTHAs CHHAIITHYECKAsI pEOPraHn3alys, T. €.
TTOSIBJISIETCSI OOJIBIIIOE KOJTMYECTBO WINIITHKX», HEAIeKBAaTHO
(GYHKIIMOHUPYIOMNX 00 HEeDYHKIMOHUPYIOIINX («He-
MBIX») HEMPOHHBIX ceTeil. OmHMM 13 MOPMOIOTMIECKIX
TTOATBEPXKIACHUI SBJISICTCSI YBEIMYCHHUE pa3sMEepOB MO3Ta
npu PAC 3a cueT HeIipOHOB 1epeOPaTbHOrO KOPTEKCa: OHO
HaYMHACTCS B 5 MeC ¢ MAKCUMAJIbHBIM 3HAYE€HNEM K 2 ToIaM
U TIOCTETICHHBIM CHIDKEHHEM K ITOIPOCTKOBOMY IIEPHOIY.
OmHaKOo KOJIMIECTBO BOJIOKOH OT KJ1eToK [1ypKrHbE B MO3-
xeuke y geteit ¢ PAC mipy 3ToM ITponopLiioHa bHO YMEHb-
IIAeTCS, YTO SIBJISICTCS CyOCTPATOM JJIST BBIIIICOIMMCAHHBIX
HapyILIECHUI CO CTOPOHBI MO3XEUYKa 1 €r0 CBSI3ECH.

CornacHo D.A. Rossignol u J.J. Bradstreet (2008)
OIIpeNeICHHYIO POJIb B Pa3BUTUU ayTUCTUYSCKUX CUMIITO-
MOB MOXET UI'pPaTh MUTOXOHIpHAaIbHas TUCHYHKIINS,
pU KOTOPOM OTMEYaeTcs] HeCIIOCOOHOCTh HEHTpaIn30-
BaTh aKTUBHBIC (DOPMBI KMCJIOPOAa I CBOOOIHEIEC paarKa-
JIBI BO BpeMsI Ipollecca KJIETOUYHOro AbixaHus [44]. DT1o
MIPUBOIUT K YBEJIMYECHUIO OKMCIUTEIIFHOTO CTPECCca, 4To
CIOCOOCTBYET pa3BUTHIO HEMPOAeTeHE PAIIUH.

PaccTpoiicTBa ayTHCTHUECKOTO CIIEKTPa BCTPEYAIOTCS
B BUIE 2 BApMAHTOB: MANOIIATUICCKIE U CUMIITOMATHIIEC-
kue. bonpmumacerBo ciaydaeB PAC (85—95 %) He nmeror
YETKO YCTAaHOBJICHHOM 3TUOJIOTUM — 3TO IEPBHIM BApUAHT.
OtnenpHBIE ayTUCTUYECKHUE CHUMIITOMBI MOIYT BCTpe-

YaThCS IIPU TAKUX 3a00JIEBaHUSIX, KAK CHHIPOMBI JIOMKOM
X-XpoMocoMbl, cUHApPOMBI MaptuHa—bea, Perta u AH-
reJbMaHa, TyOepO3HbIi cKiiepo3 U Ap. B TakoMm ciydae
PAC oTtHOcsITCS KO 2-My BapuaHTy [8].

Konuenuus thopmupoBanus theHomuna

«Jnunencua-aymusm»

Coueranue PAC c snuencueit v/vunn CyOKIMHIYE-
CKMMU 3NUIETITU(OPMHBIMU pa3psaaMu Ha DT aBster-
CsI OTHOM M3 HanOoJIee pacIIpoCTpaHSHHBIX IICUXOHEBPO-
JIOTUIECKUX KOMOopOumHocTei. OMHAKO TOYHBIE JaHHBIC
10 YaCTOTE €€ BCTPEUAeMOCTH OCTAIOTCSI HEM3BECTHBIMU;
B JIUTepaType IMpeACTaBIeH IMMPOKUIA TUAITa30H — OT S5
046 % [32, 45, 48]. B cpennem y 30 % nereii ¢ PAC pas-
BMBAETCSI SMIISTICHS WIN SIICHTUYIeCKUNA cuHapoM. [1pu
9TOM PacIpPOCTPAHEHHOCTD SIMWICTICUM B OOIIEil IOITy-
JISLMM IETCKOTO HaceJdeHus cocTaBisieT okoso 1 % [19].
B T0 ke BpeMsl ayTUCTUYeCK1E CUMIITOMbBI TOI MJIM UHOM
CTEeITeH! BBIPAKEHHOCTH OTMeYaroTcst mpumepHo y 30 % ma-
LIMEHTOB ¢ anuierncueil. KpoMe KIMHWYECKU TIPOSIBIIS-
JOIIMXCS SMUJICTITUYECKUX MTPUCTYToB y neteii ¢ PAC npu-
MepHO B 60 % cityyaeB peruCTPUPYIOTCS CYOKIMHUYECKIE
stmnenTugopMHbie M3MeHeHnd Ha DIT [33]. ¥V Takux
IMALIMEHTOB OHU HEPEIKO aCCOLMUPOBAHBI C BBICOKMM PH-
CKOM Pa3BUTHSI CYIOPOL, a TAKXKe TTOBEACHISCKIMU HapyIIe-
HMSIMU Y YXYIILIEHAEM ITO3HABaTe/IbHbIX (hyHKLIMIA [36, 39].

Hamra xonuenuus ¢opMupoBaHUsI KOMOPOUIHOCTUA
PAC u smmunencum (Mad CyOKIMHUYSCKUX SITUJICIITHU-
¢dopMHBIX M3MeHeHn Ha BBI) ocHOBaHA Ha aHAJIU3e
U COTIOCTaBJICHUN 3TUOTIATOTCHETUUECKIX XapaKTEPUCTUK
KaXXIoTo U3 3TUX 3a0osieBaHmii. CortacHO HaIIMM IIpeI-
CTaBJICHMSIM BBICOKASI YaCTOTa BCTPEUYAEMOCTH CPEIU TAKMX
MaLUeHTOB (DEHOTUIIA «3MUICIICUI—ayTHU3M» 00YCIOBIIE-
Ha CXOXECThIO MAaTO(MU3NOJIOTMICCKIX MEXaHU3MOB pa3-
BUTHS BBIIIEYKa3aHHBIX HO30JIOTH (puc. 1).

CBocoOpa3HBIMU IIPEAIIeCTBEHHUKAMM IS TTOCIICIY -
fo1iero hopMHUPOBaHMS Kak snuierncuu, Tak 1 PAC moryt
CIIYXXWTh 2 OCHOBHBIX COCTOSTHUSI: JIMOO CTPYKTypHast (MH-
KpocTpyKrypHas) maronorus ITHC, nubo HapyieHUs
B CTpoeHnM reHoma. O6a 3TH COCTOSTHUS IIPUBOIST K BPO-
XKIEHHOMY HapyIIeHUIO TIPOLIECCOB CO3PEBaHUs MO3Ta,
YTO MPOSIBISETCS HapylIeHHeM IpeHaTaabHo nudde-
pPEHIIMPOBKU HeiipoHoB [27]. Kak ciaencTBue, TpoOMCXOauT
HapylleHue (GopMUpOBaHMS ASHIPUTHOTO AepeBa, WIN
WHBepTHas apoopusanms. OHa 3aKII0YAeTCS B TOM, 9TO
He IIPOMCXOIUT CBOEBPEMEHHOT'O XapaKTEPHOTI'O JIJISI BHY-
TpuyTpobHoro sramna oHroreHesa IIHC ecrectBeHHOTO
aronTo3a HEMPOLMTOB U AIMMHUHAIIUN CBEPXKOMILICKT-
HBIX geHapuToB. CoorBeTcTBeHHO, B IIHC 00pasytorcs
«OIIMOOYHBIC» HEMPOHAIBHBIEC CETU. 3a CUET YCUIICHHOTO
B IIEPMHATAJILHOM IIEPHOJE Pa3BUTHS CIIPYTHHTA (BETBJIC-
HUST) hopMUpYeTCs TaK Ha3bIBaeMasi abeppaHTHAsI CMHAII-
TUYECKAs] PEOPraHrU3aLMsI MEXHEUPOHHOM KOMMYHUKALIMN.
B pesynbrare, 1o oopazHomy Beipakenuio K. FO. MyxuHa
1 coaBr. (2011), 0Opa3yloTcsl «CJIOMaHHbIE, U3BpallleHHbIC»
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Fig. 1. Pathogenetic mechanisms underlying the development of the comorbid phenotype “epilepsy—autism”
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KJIETOYHBIE aHCaMOIM KOPTUKAIbHBIX HEHpoHOB [12, 13].
BrilieonucaHHBIN ITpoliecc HaubosIee xapakTepeH st
¢unoreHeTnuecku mononpeix otaesioB IIHC, Kk koTopbim
OTHOCSITCSI:

— 30Ha (POPMUPOBAHUS «3ePKATbHBIX» HEMPOHOB, OT-
BETCTBEHHAs 32 IMITATUIO 1 OOYCIIOBICHHYIO €10 BHY-
TPUBUAOBYIO MASHTU(UKALINIO Y PeAIM3aI1I0 BUIO-
BOM T€HOTUIINYECKOU IIPOrPaMMBI;

— BHCOYHO-TEMEHHBIC OTIEIIBI, B KOTOPHIX pPa3BUBACTCS
BTOpAsI CUTHAJIbHAS CUCTEMa M TECHO CBsSI3aHHBIE C HEIO
BBICIIIMC TICUXWYECKHUE (DYHKIIMH, a TAKKE MHTETPAJIb-
HbIe (PYHKIIMM HEPBHOM CUCTEMBI: THO3MC U OITOCPE-
JIOBaHHBIN UM Tipakcuc [11].

OTHU OTHEbl BCIACACTBUE BPOXKICHHOTO HAPYIICHMS
IIPOIIECCOB CO3PEBaHMUS MO3ra XapaKTepU3YIOTCS 100
W3HAYaJIbHO HapYIIEHHBIM CTPOCHUEM M (DYHKITMOHUPO-
BaHMEM, JIMOO TTOBBIIICHHON YI3BUMOCTBIO TSI BIMSTHUS
9K30- ¥ SHJOTEHHBIX ITOBPEXIaIoInX (PaKTOpoB. Drar-
HbII MexaHu3M popmupoBanus PAC Ha ocHOBe amuIeT -
THUYECKOIO IPOoliecca BRIIVISIAUT CICIYIOIINM O00pa3oM.
H3BecTHO, 4TO 110 MEpe OHTOreHeTndYeckoro paspurus [IHC
IIPOUCXOIUT YBEIMICHUE YHMCIa PEIIEIITOPOB B CHATICAX,
KOTOpPBIC MCIIOJB3YIOT B Ka4eCTBE HEMPOTPAaHCMHUTTEPa
rIyTamaT (HanboJree pacIpoCcTpaHEeHHBIN BO30YKIAIOIIIIIA
Heitporpancmutrrep B LIHC) [7, 18]; 3T perienTopsl u SIB-
JISIIOTCSL HanboJiee ySI3BUMBIM 3BEHOM VIS BO3ICHCTBUS
SIUJICTITOTeHHBIX (PaKTOPOB IPEUMYIIECCTBEHHO B IIEpH-
OIIbl YCWJICHHOTO Pa3BUTHS TOJIOBHOTO Mo3ra. Kpome Toro,
ITOBBIIICHHBII METa0O0IM3M TJTyTaMaTa B paHHEM IeTCKOM
BO3PACTE SIBJISIETCST HEMTOCPEACTBEHHBIM ITPOBOLIMPYIOIINM
¢akTopoM smmiIenToreHe3a. BriocaeacTBum ke Koxmae-
CTBO IJIyTaMaTCBSI3bIBAIOIIUX PELENTOPOB MOCTENEHHO
YMEHBIIIACTCI U K MyOepTaTHOMY BO3pacTy IIPUMEpPHO
YPaBHMBAETCS C TAKOBBIM Y B3pocibix [22, 26]. Ocoboe
BHUMAaHUE B IIPOIIECCE SMICTITOTeHe3a 3aCTyKIBACT TAKKE
TaKOi MeXaHM3M, KaK a0eppaHTHbII aKCOHAJIbHBIN CIIpY-
THHT aKCOHOB TJTyTaMaTeprYeCKIX HEMPOHOB IIPU 3aMe-
IIEHUW UMW MOTUOIINX BCICICTBUE BO3MEMCTBUS 3K30-
¥ 3HHOTeHHBIX (pakTopoB TAMKepruueckmnx HeiipoHOB
[12]. OnpeneneHHyi0 poab B SMUWIENTOTeHE3e UTPAIOT
M Bo3pacTHbIe paznuuus B mexaHusme TAMK-onocpeno-
BaHHOM CHMHAIITUYECKON IIepeaauyr UMITYJIbCOB; B YACTHO-
CTH, IUTSI paHHETO AETCKOTO Bo3pacTa OTMEUYEHO (hM3HO-
JIOTUYECKOE TapagoKcalbHOE BO30YXKIAloIIee IeHCTBIC
TAMK, xotopoe peanusyercs 6jarogapss HeCOBEpIIEHHO-
My TOMEOCTa3y B LIMTOILIaA3ME HE3peJIbIX HEHPOIIUTOB
M COXpaHSIeTCs Ha IPOTSKEHUM BCETO IIeproaa He3peao-
ctu HHC [18]. ITpu aToM Bo3oyxnatommii appext TAMK
COXpaHseTCs TeM JIOJIbIIe, YeM CUIbHEe BhIpaXkeHa He3pe-
JIOCTB KJIETOK TOJIOBHOTO MO3ra. Tak, B aIeKBaTHO CO3pe-
atomieii ITHC sToT mapamokc IpUCYTCTBYET B TeUeHME
1-ro roma XXu3HH, a y AeTeil ¢ HapyIICHUSIMHA Pa3BUTHUS OH
coxpansercsa g0 3—4 ner [46]. Moaudukanuy Opyrux
HeliponenTunoB (HeliponenTul Y, KOPTUKOTPOIIMH-
PUIU3UHT-()aKTOP U Ip.) TAKXKE MOTYT IIPUBOIUTH K YCH-

JIEHUIO BO30Y:KIAIOIEro BAUSHUS Ha MeTabOTpOITHbIE
PeLenTOPHI ¥, TAKMM 00pa30oM, IIPUHUMATh Y4aCTHUE B ITPO-
Lecce anuienToreHesa [22].

OnucaHHbIe HENPOOMOXUMUYECKHE OCOOEHHOCTU
MIPUBOASIT K TTOBBIIIICHUIO BO30YKIECHNS U CHIKCHUIO TOP-
MOXKEHWUS, a B JaJIbHEMIIIEM Pa3BUBAIOTCS XapaKTepHast ISt
oHTtoreHeTnuecku Hespenoii ITHC runepcunxpoHmn3amnyst
IIPOILIECCOB BO30YKIEHMUS M CIIOHTAHHASI CAMOMHIYIIAPO-
BaHHAasI CIAKOBasI TUIICPCTUMYJISILIMS B TaJTaMHUIECKIX
HelipoHax. [TocTosiHHas1 maTonorudeckas «oomMoapaupoB-
Ka» TAJIAMMYECKMMU CITaiikaMy IIPOSKIIMOHHBIX 30H B KO-
pe TOJIOBHOTO MO3Ta MOXET IPUBECTU K (DOPMHUPOBAHHIO
(YHKIIMOHAIBHBIX SIMIICTITUYSCKUX 0YaroB (KJIacTepoB
HEMPOHOB C IMOBBILIEHHOI BO30YAMMOCTbIO 1 MEMOpaH-
HOI HeCTaOWJIBHOCTBIO), MJIN TPUTTEPa STUICIITUDOPM-
Hoit akTuBHOCTH [ 18]. [1pn 3TOM NMPOEKIIMOHHBIMY 30HA-
MU C OOoJIbILIEN 10JIei BEPOSITHOCTU CTAHOBSITCS T€ 00J1aCTU
IIHC, B KOTOpBHIX M3HAYAJIbHO UMEIOTCS BPOXICHHEIE
aHOMAaJIMU Heilpo- 1 cuHanToreHe3a. s mogoOHbIX Ha-
pylIeHUu TpeOyeTcsl onpeaesieHHbIA YPOBEHb 3peJIOCTU
HEHPOHOB, KOTOPHIE CIIOCOOHBI HE TOJIBKO TeHEPUPOBATh
SOUJIETITU(OPMHYIO aKTUBHOCTb, HO M JUTUTEILHO ITOM-
JIepKUBATh €€ C OIpeAeICHHOM pUTMUIHOCThIO. Ha cie-
IyIoIeM 3Tare (yHKIIMOHAIbHAS HeCTAOUIbHOCTD U TH-
IIepBO30YIMMOCTh HEMIPOHOB C Pa3BUTHEM PEIIUITPOKHBIX
CaMOMOIAC PKUBAIOIINXCS STMICTITUYECKIX TaJTaMOKOP-
THKaJbHBIX W/UIA KOPTUKOTATAMUUYECKUX 3aMKHYTHIX
KPYTOB IIPUBOIUT K TOMY, UYTO BOZHMKAET CHCTEMA «ITOPOI-
Horo kpyra» (mo I1.K. AHOXHMHY), Ipy KOTOPOI HapylIie-
HUSI, BOSHUKAIOIINE KaK CICACTBUC TIEPBUIHBIX M3MEHE-
HMIA, yCWIMBAIOT U YCyryosstior ux [7, 18, 29]. OnucaHHbIIH
IIpolLIeCcC IMIPUBOINT K aKCOHAJIBHOMY POCTY (CIPYTHHTY)
1 00pa30BaHUIO HOBBIX CHHATICOB, YTO, B CBOIO OUEpE/b,
JIOTIOJIHUTEJIEHO CHIKAET IOPOT CYIOPOXKHOM TOTOBHOCTH
TOJIOBHOTO MO3ra. BT0, C OMHOM CTOPOHBI, CIIOCOOCTBYET
ITOSIBJICHUIO SIMMJICTITUYSCKUX IIPUCTYIIOB, a C IPYro —
CaMOCTOSITEJIBHO €I1le OOJIbIIe HapyIIaeT MeXXHEHPOHATb-
HbIe B3aUMOJEHCTBUS. AGeppaHTHAs HEMPOIUIACTUYHOCTD
KakK pe3yJIsTaT HapyIeHUsI CHHAIITOTeHe3a BOBJICUEHA B Ia-
TOT€HETUIECKIE MEXaHMU3MbI HEBPOJIOTUIECKIX 3a00JIeBa-
HU (B TOM YMCIIC STJICTICUN) 1 OoJie3Hel pa3BuTus [12].
I1pu 3TOM pa3BUBAIOLIMIICS HEMPOIICUXOIOTUYECKHUI per-
pecc He Bceraa KOpPpeIrpyeT C YaCTOTOM 1 BEIPAXKEHHOCTHIO
mpucTymoB. CiieayeT IMOMYepKHYTh, YTO Pa3BUTHUE SITHIICTI-
TOTeHe3a I10 IMMOJOOHOMY CIIEHApHIO XapaKTepHO TOJIBKO
TSI HE3PEJIOro MO3Ta, ¥ BRIPasKEHHOCTh HAPYIIICHMIA B 3HA-
YUTEIBHOI CTEIIEHN BapbUPYET OT TOTO, B KAKOM IIEPUOIIE
co3peBanus LIHC npou3sonnio natoreHHOe BO3IEHCTBHE.

Paszpymaromas smnentrudopMHast 6M0371eKTpruIecKas
aKTUBHOCTb IMPEICTABIISIET CO00M crieludruUIecKyo peak-
LU0 MOBBIIIEHHON HEOKOPTUKAJIbHON BO30YyIMMOCTU
C BO3MOXHOI CaMOMHAYKLIMEH Y HAPKYJSILIUEHA STIAJICTITH -
(opMHOIT aKTMBHOCTH II0 MEXaHM3MYy “‘re-entry” (peru-
MPOKHBIX 3aMKHYThIX KpyroB) [18]. ITo cytn, Takue penu-
IIPOKHBIE 3aMKHYTBIE TaJlaMO-KOPTUKO-TaIaMUYSCKIE
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KPYTHU SBISIOTCS PE3yJIbTaTOM B3aMMOACUCTBUS TaJlaMU-
YeCKOM MMITYJIBCALIMU CO BTOPUYHBIM KOPTUKAIBHBIM OYa-
rom [7]. I1Ipu aTOM nMeeTcs CKIOHHOCTh K (popMUpoBa-
HHIO TaKUX KPYTOB B 00JIiee MOJIOIBIX (PHUIIOTEHETUIECKH
obmactax [IHC. ITaroreHe3 BIustHUS SIUIETTTUDOPMHOM
aKTUBHOCTHM Ha KOTHUTHUBHBIC (DYHKIIUM COCTOUT U3 He-
ckonbkux aT1anoB. Ha 1-M atane nmocrossHHas a/1eKTpuye-
cKasl «0oMOapIMpoBKa» KOPKOBBIX IICHTPOB IIPaKCHCa, THO-
31Ca, PEYU U IBMKEHUI TPUBOIUT K UX MEPEBO30YKICHUIO,
a 3areM — K (PyHKIIMOHAJIbHOMY OokupoBaHuio. Ha 2-m
9Tarie BOZHUKAET AMcOaaHC HeHPOMEIMATOPHBIX CUCTEM,
npexne Bcero TAMKepridaeckoit. 3aBepIaroninii 3TaI Xa-
paKTepu3yeTcsl HapyIIeHHEeM pa3BUTHS WM QYHKIIMOHAIIb-
HBIM Pa3pbIBOM HEMPOHAJIBHBIX CBSI3EH 34 CUET JJIATEJILHO
CYLLIECTBYIOLIEH SIIenTiOPMHOI aKTUBHOCTU U (DOPMU-
pOBaHMEM aHOMAaIbHOM CMHANTUYECKOI peopraHu3aluu |5,
47]. B pe3ynbrare IpOUCXOIUT KIIMHUYeCKast MaHU(ECTALINS
CUMITTOMATUKU, XapakTepHoii mus1 PAC, — paccTpoiicTBa
peYEeBBIX ¥ COLMANBbHBIX (yHKIMIA. OHAa MOXeT OBITh 00pa-
TUMO¥ JTMOO CTOMKOM B 3aBUCUMOCTH OT TSKECTU U JIJTUTE b~
HOCTH IEHCTBHS ITOBPEXKIAIONIECTO (haKTopa, a TAKKE CTeIe-
HU peajin3aliy MeXaHU3MOB HEHPOIIaCTUIHOCTH.

OmnpenaeneHHas MOCIEIOBATEIPHOCTh CBOMICTBEHHA
U TIpolieccy (popmMupoBaHus sruiericum y pedenka ¢ PAC.
Pazputnio PAC, moMuMo BpoXKIeHHOTO HapyILIeHUs CO3pe-
BaHUS TOJIOBHOT'O MO3ra, TAKXKE CIIOCOOCTBYIOT aHOMAJIMH
B TAMKeprudueckoii (TopMO3SIIIeii) 1 TayTaMaTeprude-
ckoit (Bo3Oyxnaroieii) nepenaue [24, 38, 43]. Hapye-
Hue TAMKeprudeckoii TpaHCMUCCUM OITOCPEIyeT TaKKe
nposiBiaeHns PAC, Kak rurepakTUBHOCTD, TTOBBIIICHHAS
BO30YIMMOCTb U cTepeoTurniHoe noseaeHue. [lomrmo 3toro,
npu PAC noka3aHa pojib MHBepCUY Jo(paMUHEPIUIeCcKO,
CEpPOTOHUHEPTMYECKON U HOPAAPEHEPTMYECKON HENPO-
Momyssiyn. UMeroTcest maHHBIe 0 CHYDKeHUU y aeteit ¢ PAC
AKTUBHOCTU N0(haMUH--TUIPOKCUIIA3bI, KATATM3UPYIOLIEH
nepexon nocdaMrHa B HopaapeHaH. Kpome Toro, y Takux
MMAIIMEHTOB BBISIBJISIETCS HApyIIeHNe (DYHKIIMM CEPOTOHM -
HEepPruIeckKoro KOMIUIEKCa, OMHAKO CBEICHUS O BapuaHTaX
TAKOro HapyIIeHMS IIPOTUBOPECUYMBEI (B YACTHOCTH, YIIOMU-
HaIOTCS HapyIIeHMsI TPAHCIIOPTa CEPOTOHMHA, TUTIEPCEPOTO-
HUHEMUS, CHDKEHUE LIEHTPAJTBHOW CEPOTOHUHEPTMYECKON
YYBCTBUTEIbHOCTH) [9].

Jlo ompeneeHHOTO Ieproaa TOJIOBHOI MO3T MOXKET
Pa3BUBATHCS OTHOCUTEIEHO HOPMAJIbHO, M IICUXOMOTOP-
HOe pa3BUTHE peOSHKA B IIEJIOM COOTBETCTBYET BO3PACTY.
Ho npm gocTimkeHnM KpUTHIECKUX VTSI KaXKIOM ompee-
JICHHOM CUTyallud CPOKOB IOJ IEWCTBUEM 3K30T€HHBIX
W/ VJIY SHIOTeHHBIX (haKTOPOB BO3HUKAET CHIKEHHE BO3-
MOKHOCTH aIeKBaTHOI mepepadboTKN MH(POPMAIIOHHBIX
noTokoB. He moiyyast noctarouyHoro cyocTparTa Jajist Jajb-
Hetimero pa3sutus, IIHC 3a cuet peanuzanmm MexaHU3-
MOB HEHMPOIIACTUYHOCTH HAUYMHACT CAMOMHIYIIMPOBAH-
HYIO TUIIEPCTUMYISLIMIO B «HEMBIX» 30HaX, KOTOPHIE
OTBEYAIOT 34 CTAHOBJICHUE BTOPON CUTHAJILHOW CUCTEMBI
M collMaIbHOTO B3auMoneiictBus [18]. B pesynbrare Tak-

Ke GopMUPYIOTCS CBOCOOPa3HBIE 3aMKHYTHIE PEIIUIIPOK-
Hbl€ KPYTH, COCTOSIIIME U3 3aKPEMUBILIETOCS MPUMUTUB-
HOTO cIioco0a BOCHpUITHSI MHDOPMAIIUM, OTCYTCTBUS
BO3MOXHOCTH €0 NEPECTPOMKHN HA MHBIE, U30BITOYHOCTU
peanr3aly 3TOro criocoda U nmocjenyrolleil ceoeodpas-
HOI BTOPUYHOI1 aTpoduu KaK IPyrux crocoOos (T. €. Hell-
POOMOXMMUYECKNX MEXKHEWPOHHBIX KAHAJIOB) CEHCOPHO-
T0 BOCIPUATHUS, TaK U 30H BBICILIMX KOPKOBBIX LIEHTPOB
[9]. Bce BrIIeonmmcaHHOE TIPUBOIUT K e1ie 0ojiee BhIpa-
KEHHOI1 abeppaHTHO CMHANTUYECKOU peopraHu3alluu.
Kpome Toro, ciaeacTBueM TaKoi TMNEPCTUMYJISILIMA CTa-
HOBUTCSI TUTIEPCUHXPOHM3ALIMSI ITPOLIECCOB BO30OYXIEHMSI,
Oraromapsi KOTOPOI IIPpU OTCYTCTBUHU TECUHXPOHU3AIIUHI
dopMupyeTcs TpUTTep dMUIeNTUGOPMHOMN WIY STTAIETI -
TUYECKOM aKTUBHOCTHU [7].

Takum o6pazom, 001Lelt OCHOBOI Kak JJIsl SITUJICITO-
reHesa, Tak u 1151 pa3sutust PAC cinyxaT aHoMaJlnu MeX-
HEUPOHHOM KOMMYHMKALIMK, OIIOCPEIOBAHHBIE NTHBEPCH-
el HelipOoTpaHCMUCCUM, KOTOpble Haubojiee 3HAYUMO
HapymaoT (GyHKIMOHUPOBAHKWE OTICIOB, OTBEUYAIOIINX
3a BepOAIbHO-0IIOCPEIOBAHHOE COLIMAIbHOE (BYHKIIMO-
HupoBaHue. OnrcaHHbBIC HAPYIIICHUS B HEMPOMEIUaTop-
HbIX M HEPOMOIYJIMPYIOIIMX CUCTEMAX, 10 CYTH, CBOISITCS
K TTOBBIIIEHUIO BO30YXIEHUS Y CHUXKEHUIO TOPMOXKEHUS
B LIHC, 4To mpuBOIUT K aHOMAJIBHOMY ITPOLIECCYaTbHOMY
KOIMPOBAHMIO B BblllIEyKa3aHHbBIX OTaeaax. B nanbHe-
11IeM 3TH HapyLIEeHUSI MPOSIBJISIIOTCSI B paCCTPOMCTBE pas-
BUTHS BBICILIUX TICUXUYECKUX (DYHKIIMIA, 2 TAKKE B CKJIOH-
HOCTH K (POPMUPOBAHUIO SNMIENTU(POPMHOM aKTUBHOCTHU
U TpUTTEPA SMWIETITUYECKUX MPUCTYNOB. Bce Boleonu-
CaHHOE MOXET CIY>KUTb O0BSICHEHUEM BbICOKOM YaCTOThI
KoMopoumgHocTy srviericuu u PAC.

BapuamusHocmb heHOmMuUNa «3nunencug-aymusm»

Kak yxe 0bU10 cKa3aHO, CYIIECTBYeT HECKOJIBKO OC-
HOBHBIX BapuaHTOB couetaHust PAC u snuiencuu, pas-
BUTHE KOTOPHIX 00YCIOBICHO MAaTO(PU3NOIOTNICCKIMU
ACIIEKTaMU KaXIIOW U3 HO30JIOTUM U UX TIPUYUHHO-CJIE]T-
CTBEHHBIM B3aMMOOTHOIIICHUEM:

* PAC u srmmnenicust B3aMOCBSI3aHbI, MOTYT OBITh ITPO-
SIBJICHHEM OIHOT'O M TOTO € TeHETMYECKOro nedekra
WIM paHHero opraHmdeckoro mnospexaeHus LHHC
(CMHIPOM JIOMKOIT X-XpOMOCOMBI, TYOEPO3HEBII CKIIe-
po3, cMHAPOMEBI PeTTa 1 AHTe/IbMaHa);

* PAC — cienctBue smwienicuu (3MMICNTUISCKON IH-
uedanonaTun), HaYMHAIOIIENUCSI UIU PACTIPOCTpa-
HSIOILIEHCS Ha pa3BUBAIOIIMECS HEMPOHHBIE CETH,
OTBETCTBEHHBIC 32 KOMMYHMKAIIUIO M COLIMAJIBHOE
roBeneHue (cuHapoM Becta, BapmaHThI cuHIpoMa JlaH-
nay—KneddHepa: snmnentuyeckas sHuedanonaTus
C IIPOJOJIKEHHOM CITaK-BOJIHOBOU aKTUBHOCTBIO BO
BpeMsI MEIJICHHOTO CHA, ayTUCTUICCKUI 1 IE3NHTET-
PaTUBHBIN SMUIENTA(GOPMHBIN perpecc 1 p.);

* pa3BUTHE SMMJIETICUN (CYIOPOKHOIO CHHAPOMA) Y pe-
6eHka ¢ uamonatuyeckuM PAC [25].
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Fig. 2. Disease forms creating the comorbid phenotype “epilepsy—autism”

st 6oIpliieil HaTJSIHOCTH MBI TIPEACTaBUIA COOT-
HOIIICHNE TaTOJOTHI, (DOPMUPYIOIIUX KOMOPOUIHOCTD
SIWJIETICUY U TIEPBa3UBHBIX PACCTPOMCTB Pa3BUTHSI, OCHOB-
HBIM TIPEICTaBUTEIEM KOTOPBIX SIBJISICTCS ayTU3M, a TAKKe
BapUaHTHI X COYECTAHUS B BUIEC TUAarpaMMBI (puC. 2).

Kaxk BuaHO 13 mrarpaMMBbl, SAPO KOMOPOUIHOTO (e-
HOTHIIA «3MIWIENICUSI—AyTU3M» COCTABIISAIOT (POPMBI C yCTa-
HOBJICHHBIM T€HETUYECKUM Ae(DEKTOM, COTPSKEHHBIM
co cTpykrypHoii matonorueir IIHC. OnHako npu 3ToM
YKa3aHHBIM (PeHOTUIT MOXKET (POPMUPOBATHCS Y APYTUMU
myTsMu. Tak, B KIMHUYECKOW KapTUHE SIIICIITHICCKIX
00 SMIENTU(OPMHBIX 3HIIE(ATONMaTHi YaCcTO BCTpe-
YalTCs OTIeIbHbIE CUMITTOMBI, XapakTepHble mist PAC,
YTO HOCHUT Ha3BaHUE IIPUOOPETEHHOTO SIIICIITUICCKOTO
Helporcuxosorndeckoro cuaapoma [4]. C npyroii ctopo-
Hbl, PAC (W oTIeIbHAasl CeMUOTHKA 3TOTO IIEPBa3UBHO-
IO pacCTpPOiCTBa pa3BUTHSI) MOTYT pa3BUBAThCS Ha (poHE
SMIENTU(GOPMHBIX U3MEHEHWI OMO3JIEKTPUYECKOM aK-
TUBHOCTH T'OJIOBHOTO MOo3ra. B Mogo0OHBIX ciiydastx AuarHo-
CTUPYETCS ayTUCTUYCCKUI SN TUMOPMHEII (a B CTyJae
PETUCTpAlU KIMHUYECKUX MPUCTYIOB — SIMJICIITHIC-
ckmit) perpecc [12]. Takum 06pazom, BapHaTUBHOCTH (heHO-
TUIIA «3IWIETICUSI—ayTU3M», C OIHOM CTOPOHbI, OOBSICHSIET
BBICOKYIO PAacIIpOCTPAaHEHHOCTb 3TOM KOMOPOWITHOCTH,
a ¢ APYroi — CIYKUT allOCTePHOPHBIM T0KA3aTeIHCTBOM
TeCHOM MaTo(U3NOJIOTUYECKON B3aUMOCBSI3U 2 M3yda-
€MBIX HO30JIOTUM.

Bricokas yactora komopougHoct PAC u sanunencun
IeylaeT Ux 0oJiee TSKEIBIMUA C TOYKU 3PCHUST TCUCHUS
U TIPOTHO3a. DTO TpeOyeT pa3pabOTKU ONTUMAJIBHBIX MO~
XOJI0B K Tepanuu, Kotopasi 0yaeT 00J1a1aTh OQHOBPEMEH-
HBIM BO3/I€ICTBHEM Ha 00a Ipoliecca, YT0 MUHUMU3UPY-

1

€T YaCTOTY HeXXeJIaTeJIbHbIX [I000YHBIX SIBJICHUI U CHU3UT
JIeKapCTBEHHYIO Harpy3ky Ha opranusm [20]. JIns pere-
HMSI CJIOKHBIX BOIIPOCOB O TAKTUKE BEIEHUST KOMOPOUIHBIX
MalXeHTOB HeOoOXoarMa KOHCOJMOALMS CIIELIMATIUCTOB
HEBPOJIOTMYECKOT0, IICUXUATPUYECKOTO U HEMpOohU3UO0-
JIOTUYECKOTO TTpOoduIs.

3aknouenue

1. Belcokast yacToTra BCTpe4aeMOCTH (DEHOTHUIIA «3ITH-
JIETICUSI—ayTU3M» OOYCIIOBJIeHA CXOACTBOM IaTO(u-
3MOJOTUYECKNX MEXaHW3MOB Pa3BUTHUS KaxXIOl U3
Hozooruii. O6111Iei OCHOBO# KakK JIJIsI SIUJIENITOreHe3a,
TaK 1 1y pa3Butus PAC ciaykaT aHOMaIuy MeXKHEM-
POHHOI KOMMYHUKALIMH, OIIOCPEIOBaHHBIC MHBEPCH-
eil HelipoTpaHcMuccun. HapyieHus B Helipomenma-
TOPHBIX M HEHPOMOIYJIUPYIOIINX CUCTEMAaX CBOISTCS
K TIOBBIIICHUIO BO30YKICHMS M CHIDKCHHUIO TOPMOXKE-
Hug B LIHC, yTo npuBOIUT K aHOMAJIbHOMY ITPOIIeC-
cyaJlbHOMY KoaupoBaHuio. B acniekre (popmupoBaHust
(eHOTHMA «dIUICTICUSI—ayTU3M» HanboJjiee 3HAYNMMO
paccTpoicTBO (DYHKIIMOHUPOBAHUS OTICIIOB, OTBEYA-
IOIIMX 332 BepOaJIbHO-OIIOCPEIOBAHHOE COIMAIBHOE
¢ynkumonuponanue. [TogodHbBIe paccTpoiicTBa MPo-
SIBJISTIOTCSI B OTCTaBaHWM Pa3BUTHSI BBICIINX IICHXUIE-
CKMX (PYHKIIMIA, a TAKXKe B CKIOHHOCTU K (DOPMUPO-
BaHMIO AMUICNTHU(GOPMHON aKTUBHOCTU U TPUITEpa
SIWICITUYECKUX MPUCTYIIOB. CyIIecTByeT HECKOJIBKO
OCHOBHBIX BapuaHTOB codetaHus PAC u srmmnernicun,
pa3BUTHE KOTOPHIX OOYCIOBICHO UX IIPUINHHO-CIIC]I-
CTBEHHBIM B3aMMOOTHOIIICHHUEM.

2. Anpo koMopOUIHOTO (hEeHOTUTIA «IIHUIICTICUSI—ayTU3M»
npeacTaBaeHo GopMaMy C YCTAHOBJICHHBIM TeHETH -
YeCKUM Ie(eKTOM, COIPSIKEHHBIM CO CTPYKTYpPHOI
natosorueii IIHC. OnHako BO3MOXHBI 1 IpYrUe IyTH
¢dopMupoBaHus Takoro peHoTHna. Tak, B KITMHUYECKOI
KapTUHE 3MUICTITUYECKNX JIM0O0 AMUIEITU(MOPMHBIX
SHIIe(DATONATHIA YaCTO BCTPEYAIOTCS OTAETbHBIC CHM-
nTOMBI, XapakTepHble 11t PAC, 4To HOCUT Ha3BaHUe
IPUOOPETEHHOTO AMICTITUISCKOTO HEMPOIICHXOJIO-
rudyeckoro cuHapoma. C npyroit croponsl, PAC (vwm
OTHeJIbHAsE CEMHUOTHKA 3TOTO IIEPBa3MBHOTO pac-
CTpOIiCTBAa pa3BUTHS) MOTYT pa3BUBaThbCs Ha (hOHE
SNMIENTU(OPMHBIX U3MEHEHU OMO03IEKTPUISCKOMN
aKTMBHOCTH T'OJIOBHOTO MO3ra. B MomoOHBIX ciydasx
ITUATHOCTHPYETCS ayTUCTUYECKMI STUICITH(OPM-
HBI (2 B clTydae perucTpaluy KIMHIYECKNX IIPUCTY-
OB — SMWICHTUICCKUI) perpecc.

3. BapyaTrBHOCTB (DEHOTUIIA «3MUJIETICUSI—ayTU3M», C OfI-
HO CTOPOHBI, OOBSICHSIET BEICOKYIO paCIIPOCTPAaHEH-
HOCTb 3TOI1 KOMOPOUIHOCTH, a C APYTrOM — CIYXKUT
aItoCTePHOPHBIM T0KA3aTeILCTBOM TECHOM IaTo(hH3HO-
JIOTMYECKOU B3aUMOCBSI3U 2 OTAEIbHBIX MTATOJIOTUIA.

4. Boicokas yactota komopougHoctu PAC u snmiencumn
JeaeT ux 0oJiee TSKEIBIMU ¢ TOYKHU 3pEHUS TeUCHUS
M TIPOTHO3a. DTO TpeOyeT pa3pabOTKM ONTUMAJIbHBIX
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Cepus nayuenmos ¢ he6punbHbLIM 3NUAENMUYECKUM CMamycoMm:
KNUHUYecKUe NpoABneHus U fONrocPOYHbIl KamamHe3

B.E. Kutaesa!, A.C. Koros?
IpIBOY BO «Mockosckuii cocyoapcmeernbiii MeOuKo-cmomamonozuyeckuii yuusepcumem um. A. M. Eedokumosa»
Mun3zdpasa Poccuu; Poccus, 127473 Mockea, ya. Jleneecamckas, 20, cmp. I;
2IBY3 MO «Mockosckuii 001acmHoii HayuHo-uccaedosamensckuii Kaunueckuii uncmumym um. M.D. Bradumupckoeo»; Poccus,
129110 Mockea, ya. Illlenkuna, 61/2

Konmaxmot: Bapsapa Eecenvesna Kumaesa varvara-kitaeva@mail.ru

Beeoenue. Ionsamue «hebpunbHbLil INUACHMUMECKUN CIMAMYC» KAIOUAEN MHONCECME0 CUHOPOMO8 C NPUCIYNAMU, UMEIOUWUMU PAZAUMHYIO
SMUON02UIO (AUXOPAOKA, UHDEKUUS, AyMOUMMYHHbIe npoyecchl u dp.). Yawe 6ce2o pazsusuiuecs npuUCmMynvl UmMeom msaxicesoe meeHue
u mpyoHo noddaromcest Ae4eHuro.

Ileav uccaedosanua — kraccuguyuposams nAUUEHMO8 ¢ INUACHMUMECKUM CIAMYCOM HA (POHE AUXOPAOKU U U3YUUMb UX OMOAAeHHbLI
NpocHO3.

Mamepuaavt u memooot. B uccaedosanue sxaiouerno 10 nauuenmos demcko2o u no0pocmK06020 603pacma, 20CHUMAIU3UPOBAHHBIX 8 ped-
HUMAUUOHHOE omOoeneHue, y KOmopbvix SNUAeNMUYECKULl CIAmYc acCOUUUPOBAAC C AUXOPAOOUHBIM HPOUECCOM.

Pesyabmameot. Ilpu ananuse 0aHHbIX BKAIOUEHHBIX 8 UCCACO08AHUE NAUUEHIO8 MOJNCHO 8bideaums 4 nodepynnoi: 1) KkpamrospemenHbiil
nepuoo cydopoe Ha ore OeKoOMneHcayuy Memabdoiu3ma, 8bl36aAHHOU OCHOBHbIM 3a001e8aHUeEM (C YCA0BHO DAGONPUSIHBIM NPOSHO30M 8 OM -
HOWeHUU NPUCMYNO08); 2) NPUCMYNbl KAK MAHUGDeCmayus 0peanu1ecKo20 Nopadceus 20106H020 M032a UAU UHHEKYUOHHO20 30001e6aHUS
C CePbe3HbIM NPOCHO30M 68 OMHOUICHUU KAK He8pOA02UHeCcK020 pa3eumus, maK U npucmynos; 3) 0e6iom npucmynos Ha (one auxopaoku
(omcymemeue Kakux-aubo opyeux nputuH 04s RPUCMYNos); NPocHO3 8 OMHOUWEHUU U30asAeHUs. OM NPUCMYNOE éapuabenet, HeooXo0UMo
OnumenvHoe KamamHecmu4eckKoe Habaoerue, 8eposSmHo, 8 meveHue MHO2UX Aem,; 4) UCMUHHbLI FNULeNMUHecKUl CUHOPOM, C8A3AHHbLI
¢ hebpunvholl ungerxyueli (6 Hawem uccaredoganuu e2o kaaccuueckas gopma ommeuena y 1 nayuenma, ewe y 1 nayuenma — menee mu-
nuunas gopma (debrom 6 18 rem, a He 6 wiKoAbHOM 803pacme)).

Boieoodwt. [loayuennvie pe3yrbmamoi UAAHCMPUPYIOM mANCeCmy meueHus: heOpunbHo20 SNUAeNMUYECK020 cmamyca y 0emeil: no 0aHHbIM
KamamHecmu4ecko2o Habaodenus uz 10 nayuenmos npucmynvl COXpaHAAucy Kaxk munumym y 3 (U3 Hux 2 nayuenma c 3nuienmu4ecKum
CUHOPOMOM, C8A3AHHBIM C (hebpuUnbHOU UHpeKyueil), KaKk MUuHUMyM y 3 Oblia 8bis6AEHA Cepbe3Has UHMEKYUOHHAS UAU OPeAHUMECKas Namo-
N102UsL 20108H020 MO32dl.

Karoueevie caosa: snusenmuyeckuii cmamyc, snunenmu4ecKue npucmynol, /mxopabica

Jlst yumuposanus: Kumaesa B.E., Komoe A.C. Cepusi nayuenmog ¢ peOpunbHbiM SNUACRIMUMECKUM CIAMYCOM: KAUHUMECKUE NPOSGACHUS.
u doneocpounblil kamamues. Pycckuii acypnan demckoii Heaponoeuu 2020;15(1):28—39.

DOI: 10.17650,/2073-8803-2020-15-1-28-39

SERIES OF PATIENTS WITH FEBRILE STATUS EPILEPTICUS: CLINICAL MANIFESTATIONS
AND LONG-TERM FOLLOW-UP

V.E. Kitaeval, A.S. Kotov?
14.1. Evdokimov Moscow State University of Medicine and Dentistry, Ministry of Health of Russia; 20/1 Delegatskaya St.,
Moscow 127473, Russia;
2M_.F. Viadimirsky Moscow Regional Research Clinical Institute; 61/2 Shchepkina St., Moscow 129110, Russia

Background. The conception of febrile status epilepticus includes many syndromes with seizures of different etiologies (fever, infection, auto-
immune processes, etc.). Generally developing seizures have a severe course and are difficult to treat.

Objective: to classify patients with febrile status epilepticus and study their long-term prognosis.

Materials and methods. The study included 10 patients (children and adolescents), hospitalized in the intensive care unit, whose epileptic
status were associated with a fever.

Results. In the analysis of the patients, who were included in the study, 4 subgroups can be distinguished: 1) a short-term period of convulsion
against the background of metabolic decompensation caused by a main disease (with a conditionally favorable prognosis for seizures); 2) seizu-
res as a manifestation of organic brain damage or infectious diseases with a serious prognosis of neurological development and seizures;
3) the onset of seizures against the background of fever (absence of any other causes of seizures); the prognosis of getting rid of seizures is
variable, long follow-up monitoring is necessary, probably for many years; 4) true febrile infection-related epilepsy syndrome (in our study 1 patient
had its classical form, and 1 patient had its less typical form (the onset of the disease at 18 years old — not at school age)).
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Conclusions. Obtained data illustrate the whole severity of febrile status epilepticus in children, according to follow-up observation, seizures
persisted in at least 3 out of 10 patients (2 of them with febrile infection-related epilepsy syndrome), at least three patients had a serious infec-

tious or organic brain pathology.

Key words: status epilepticus, seizures, fever

For citation: Kitaeva V.E., Kotov A.S. Series of patients with febrile status epilepticus: clinical manifestations and long-term follow-up.
Russkiy zhurnal detskoy nevrologii = Russian Journal of Child Neurology 2020;15(1):28—39. (In Russ.).

Bsepnexue

DeOpuabHBIN dNUIENTUYECKUN CTaTyC — 3TO 0000-
1Iaro1iiee MoHsTHE, BKIIIOYAIOIIee KaK cTaTyc (peOpUiIbHBIX
IIPUCTYTOB (B Y3KOM CMBICJIE), TaK 1 JIIO00i SIMIeTITHIC-
CKUI CTaTyC, aCCOLIMMPOBAHHBIN C MOBBIILIEHUEM TEMIIE-
paTyphl (KOTOpast MOXKET ITOBBIIIATHCS BCICACTBUE MH(EK-
VU WIA TI0 APYTUM TIpuurHaM). TeM He MeHee WHOTAa
WMEHHO TTOBHIIIICHHAS TeMIIEpaTypa, a He MH(MEKIINS CTa-
HOBUTCSI BIWICIITOTeHHBIM (haKTOPOM — HaIpuMep,
IIPH SIMICTITHYECKOM CHHAPOME, CBI3aHHOM C (heOpITh-
Hoit nHdekuueir (febrile infection-related epilepsy syn-
drome, FIRES). FIRES — Tszxenoe 3aboyieBaHue, Jaiie
BCETO Iopaxaroliee IeTeil IKOIbHOIO Bo3pacTa, IIpH KO-
TOPOM B T€UCHME 2 HEH ITOC/Ie JIMXOPAIKU Pa3BUBAIOTCS
PE3UCTEHTHBIC K JICYCHUIO SIIICHTUISCKNIE TTPUCTYIIBI
C YaCTOTOM IO COTEH B ICHb, IEPEXOISIINE B SIUJICIITH-
YEeCKHUM CTaTyC.

C apyroii CTOpOHBI, MTPUYNHON SMUIEHTUIECKOTO
craTyca Ha (DOHE JJUXOPaAKU MOTYT ObITh JIFOObIE 3MUJIETI-
TOT€HHBIE CTPYKTYpPHBIC 3a00JIeBaHMS TOJJOBHOTO MO3Ta
(B TOM 4mMClIe ¥ OTpUIIATEIBHBIE 0 TaHHBIM MarHUTHO-
pe3oHaHcHoOU Tomorpaduu (MPT)), nHpeknmnoHHbIE
¥ ayTOMMMYHHBIE 3a00JIeBaHUS.

Ilesblo HalIETO MCCAEOBAHUA OLUIO KIacCU(PUIIUPO-
BaTh MALIMEHTOB C SMUJICIITUYECCKMM CTaTyCOM Ha (poHe
JIMXOPAIKU Y U3YIUTD MX OTHAJICHHBIN IIPOTHO3.

Mamepuans! U Memofbl

B uccnenosanue Bouwto 10 manueHTOB OETCKOTO
M TIOAPOCTKOBOTO BO3pacTa, FOCIIMTAIM3UPOBAHHEIX B pe-
aHUMAIIMOHHOE OTAEJCHHE, Y KOTOPBIX STTMJICIITUICCKII
CTaTyC aCCOLMUPOBAJICS C JIMXOPATOYHBIM IIPOIIECCOM.
¥V Bcex mauueHToB ObUT COOpaH aHaAMHe3, IPOBEACH KM~
HUYECKUI 1 HeBpoJiornyeckuit ocmotp. [1pu npoBeneHmn
anekrposHLedanorpaduu (D3I') mpuMEHSIIM MOTYIBHYIO
CHCTEMY IUISI KOMIUICKCHOM (PYHKIITMOHAJIBHOM TUAarHO-
ctuku Ates Diagnostic ¢ npuHamiexxHocTsiMu (Ates Medica
Device S.R.L., Utammst). Pesyiasrater 931 cucremarusu-
POBAJIM COTTIACHO MEXIYHAPOIHOM KiTacCU(UKAIIIKN Hapy-
meHnit mo naHabM DBI 1o Luders m Noachtar (2000) [7].

JI7151 BBISIBJICHUSI CTPYKTYPHBIX ITOPaKeHUI TOJIOBHOTO
MO3ra IIPUMEHSIIMCHh METOIBI HEMPOBU3YaIN3aIN:

— PEHTIE€HOBCKAsI KOMITBIOTepHAsT TOMOTpadusi C UCIIOJb-
30BaHUEM CITMPATLHOTO PEHTTEHOBCKOT'O KOMITBLIOTEP-
Horo Tomorpada Somatom Emotion 16 (Siemens AG,
Medical Solutions, [epmanmust);

— MPT c ucnonns3oBanueM ToMorpada co CBepXIpoBo-
ISIIUM MarHuToM Achieva ¢ HalpssKeHHOCTBIO Mar-
HUTHOTrO 1oJig 3 T 1 maroMm cKaHMpoOBaHUS 3—5 MM
(Philips Medical System Nederland B.V., Hunepianmer);
— HelpocoHorpadus ¢ IPUMEHEHUEM YIBTPa3ByKOBOIO
JMMATHOCTMYECKOTO aImapaTa ¢ IIpUHAIICKHOCTSIMH,
BapuaHT ucrnonHenuss DC-N6 (Mindray, Iepmanust).
JlabopaTopHbIe aHAJTU3bI MPOBOIMIIACH B CEPTUDHULIN-
poBaHHoOI 1adopaTopuu I'BY3 MO «MockoBckuii 00-
JIJACTHOM HAayYHO-MCCIEI0BATEIbCKUIN KIIMHUYECKUIA UH-
ctutyT uM. M. @. BragumMupckoro».

Bbbum n3ydeHs! ¢akTOphI, KOTOPHIE MOTJIN IIPUBECTH
K pa3BUTHIO STUJICIITUYECKOTO CTaTyca y MallMeHTOB (JI-
Xopanka Ha ¢oHe MH(PEKINH, TTocIe TPUBUBKU WK 0e3
BUIUMBIX IIPUYMH).

Jlns1 ctaTucTuyeckoit 00paboTKY JaHHBIX UCIIOJIb30-
Basii mporpammy Microsoft Excel 2016.

Pe3ynbmambl

B nccnenoBanme 6110 BKIIOYEHO 10 MaieHTOB B BO3-
pacte ot 1 Mec 10 18 neT. JJInuTeIbHOCTD SMIIeNITHYECKO-
TO cTaTyca COCTaBJisLia OT 1 1o 9 mHei.

B Hammewm ncciienoBaHMN JIMXOPAAKa IPeaIiecTBOBaIA
SIUJICTITUYESCKOMY CTaTyCy WU IIpOTeKaia MapalieIbHO
¢ HuM (puc. 1).

Kaxk BUIHO M3 pHCYHKa, BCeX MAIlMEHTOB YCJIOBHO
MOXHO pa3IeuThb Ha 3 TPYIIIIHL:

1) KpaTKOBPEMEHHBIN MEPHOJ CYIOPOT MOCIIC JINTEIb-
HOI IuXopanKu, bosee xapaKTepHbIH 111 1eTeil B BO3-
pacte mo 1 roma (BepXHsISI 4acTh pUCYHKa). MOXHO
IIPEATIONIOXNUTE, YTO B JAHHOM CJIydae CyIOpPOry ObUIN
B OCHOBHOM MaHM(ecTalnell TeKOMIICHCAIINY MeTa-
0onu3Ma;

2) IPUCTYIIBI, IIPOTEKAIOIINE OTHOBPEMEHHO C JIMXOpal-
KOI1 (4TO MOTJIO OBITh OTpaXkeHHEeM WH(EKIINH, ayTO-
MMMYHHOTO Mpoliecca Uiu ap.);

3) IPUCTYIIBI, pa3BUBIIMECS TTOCTIE IJIUTEILHOTO EPH-
oma auxopanku (BepositHo, ucTuHHBIN FIRES).
KpaTknii aHamMHe3 ITAllMEHTOB M MX COCTOSIHHE

IIPY MIOCTYIUICHUH IIPUBEICHBI B Ta0. 1.

Kaxk BunHO 13 TabGauIIbl, BCe MALUMEHThI, 32 UCKITIOYE-
HueM 1-ro (ObUT HaIpaBJieH B CTALIMOHAP C XUPYPTAIECKOM
ITaTOJIOTHEi ), KITacCU(UIIMPOBATIMCH BpaYaMHy 110 HATTIHIO
WY OTCYTCTBUIO MOBBILLIEHHOM TemIiepaTyphbl Tesia. B 1-M ciy-
yae yCTaHOBJICH JIMAarHo3 MEHMHTO3HIehalInTa, BO 2-M
KOHCTaTHPOBAJICS (haKT HATTUIMS CYAOPOT («3IIICTICUST» ).
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MNauweHT A., 1 mec / Patient A, male, T month of age

MaumeHTka B., 3 mec / Patient B., female, 3 months of age

MauwnenTka C., 5 mec / Patient C., female, 5 months of age

MauwnenTka D., 5 mec / Patient D., female, 5 months of age

MauweHTka E., 6 net / Patient E., female, 6 years old

MauweHT F, 8 net / Patient k., male, 8 years old

MNauwenTka G., 9 net / Patient G., female, 9 years old

MNauweHTka H., 12 net / Patient H., female, 12 years old

MauwenTka |, 14 net / Patient |, female, 14 years old

MauwenTka J., 18 net / Patient J.,, female, 18 years old

I 5738 1c

38,1°C

37,1°C

N 03¢

39,3°C

38,4°C

A——— 592

I (ssac
| |
0 5 10 15 20 25 30
Ouwn / Days

I MosbiweHHas
Temneparypa
Tena/ Fever

Mpwnctynbl /
Seizures

Puc. 1. numensrocms auxopadku u cyo0oposcHbIX RPUCHIYNO8 y nayuenmos. IIpusedensl 3Ha4eHUs MAKCUMAALHOL MeMnepamypsl meaa

Fig. 1. The duration of fever and seizures in patients. The figure shows the maximum body temperature
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3a uckimodeHueM manyeHTKu G. ¢ paHee yCTaHOBJIEH-
HOM IIepUMHATAJIbHOM ITATOJIOTUEN LIEHTPAJIbHOM HEPBHOM
CHCTEMBI, y IPYIUX MAlleHTOB paHee IIPUCTYIThI ITHIICTI-
cuM oTcyTcTBOBaIU. HeBponornueckuit aHamHe3 y 60JIb-
IIMHCTBA MAllMEHTOB He ObUI OTATOINeH. JIBa maneHTa
OBLIN TOCIIUTAIM3NPOBAHEI IT0 IPUYMHAM, HE CBI3aHHBIM
C CYIOpPOXHBIMHM IIPUCTYIIAMH, HO CITOCOOHBIM ITPUBECTH
K MX BO3HMKHOBEHMIO (TOKCHYECKOE ITOpaXKeHHE IICHT-
paIbHO HEPBHOM CUCTEMBI BCIEACTBUE JJIUTCIILHON K-
IIEYHOM HEITPOXOIAUMOCTH, OTEK TOJIOBHOTO MO3Ta).

Pesynbratel o0cieqoBaHNsI NAIIMEHTOB B YCIOBUSIX
pEeaHUMALIMOHHOTO OTIeJIeHUS ITPUBEACHBI B Ta0J. 2.

B namem nccnemoBanum y 7 u3 10 maupueHTOB HAOIIO-
nmanach reMarypus. I1pu MakporeMatypuu IMpOBOIUIINCH
aHaJIMU3bl Ha NOPOUPUIO, KOTOPHIE ObLIM OTPUIIATEIBHBI -
M. [TprymHamMu reMaTypuy MOTIJIU OBITh JTUXOpaaKa, MH-
GeKIIMOHHBIC MOPaKeHWST MOYEBBIBOISIIE CHUCTEMBI
(Hanpumep, y naneHToB G. 1 1. otMeuanachk 6akreprypusi),
HapyIIeHUs CBepThIBAEMOCTH KPOBHU (HAIIpUMED, Y TAIIH-
eHroB C., I. u J. otMevamach TpOMOOIIUTOIICHUS 1/ WIH
HU3KUN YpOBEeHBb (GDMOPMHOIeHA), a TAKXKE JTAaHHBIC U3Me-
HEHMS MOTJIY OBITh OCJIOXKHEHHEM KaTeTepru3allii MoJe-
BOTO ITy3BIPSI.

Bo Bpems rocriuTanu3anuu y naiueHTkyd H. mo naHHbIM
MPT 65110 0OOHAPYKEHO TTOpaKeHHUE TUIIIIOKAMIIOB, YTO
sBIsgeTCs XapakrepHoit Haxonkoii mist FIRES (puc. 2).

1

VY BhlllIeOnUCaHHOM MALMEHTKY ObLT 3aII0003PEH JIUM-
OmJecKuii FHIIehaTNT U IIPOBEACH aHAIN3 KPOBU HA aHTH-
teaa K NMDA-penentopy (cymmapaseie IgM, IgG, IgA),
antuHeipoHansHble aHTUTena (HU, YO-1, CV2, PNMA2,
Ri, AMPH). Pe3yibraTer ObI1M OTpHLIATEIBHBIMU. TeM He
MeHee HeJb3sl ITIOJHOCThI0 MCKIII0YaTh ayTOUMMMYHHYIO
STHOJIOTUIO, TIOCKOJIbKY He OBLIM MCCJICIOBAHBI APYTHE
anturena (Hanpumep, K GABA,R). Haubonee Beposr-
HBIM MICXOJIOM 3a00JIeBaHUS B JaHHOM CiIydae SIBJISIETCS
SBOJIIOLNS B PE3UCTEHTHYIO MEINAIBHYIO BUCOUHYIO 3111 -
JICTICUIO, YTO M IIPOU3O0IILIO B TaJIbHEHIIIEM.

Hwuxe nipencraBnensl gaHHbie DO manueHTku J. Bo
BpeMsI TOCIIMTAIM3AIIN, JEMOHCTPHPYIOIINE COXpaHEHUE
SOUIENTA(OPMHOM aKTUBHOCTH, HECMOTPS Ha BBEICHHE
nporocdona (puc. 3, 4).

JT1oT (paKT mokaszbiBaeT (PapMaKOPE3UCTEHTHOCTh
IIPUCTYIIOB Y ALIMEHTKH J.

PesynpraTel IedeHNST MAIIMEHTOB B YCIOBUSIX PEaHM-
MAaIIMOHHOTIO OTICICHUS IIPUBEICHBI B TA0I. 3.

Kaxk BugHO 13 Tabau1Ibl, HA MOMEHT IepeBO/ia 13 pea-
HUMAIIMOHHOIO OTACJICHUSI (B IIeANATPUICCKOE OTIACICHIE
I'bBY3 MO «MocKOBCKIIi 00JJACTHOI HAay9HO-UCCIIEIOBA-
TeJIbCKUI KIMHUYeCKUiA MHCTUTYT UM. M. @, Bnagumup-
CKOTO» MJIX B CTAIlMOHAP 110 MECTY XKUTEJIbCTBA) y 2 Mall-
eHToB 13 10 coxpaHsiach IMXopaaka, a y 4 — CynmopoKHbIE
MPUCTYIBI, YTO OTPAXKAET TPYAHOCTU BEACHUS NALIUEHTOB

Tabmuma 2. Pe3yrvmamot 00c1e008aHUS NAUUEHMO8 8 PEAHUMAUUOHHOM OMOeNeHUU

Table 2. Results of examination of patients in the intensive care unit

Patient Electroencephalography Neuroimaging Liquor analysis Other analyzes
HeiipocoHorpadus: mpu3HaKu
A He npoBoaunach 1HepeOpabHOM UILIEMUN He npoBoaunach _
’ Not conducted Neurosonography: signs of cerebral Not conducted
ischemia
PentreHoBcKasi KOMITbIOTEpHAs
TOMOrpadui: NpU3HAKU
[enepannzoBanHas o 6apa>((1;10 aIJ)'IbHOFO
anuIenTU(GOpMHas yoap WL
B KPOBOU3IUAHUSA, TOTAJIbHOIO OTEKA KpoBb B 11KBOpE _
. aK,TI/IBHO_CTL . TOJIOBHOI'O MO3Ta Blood in the 1iquor
Generalized epileptiform
IO Computed tomography:
activity . .
signs of subarachnoid hemorrhage, total
cerebral edema
Hecnennduueckue
U3MEHEHUS, TIEPUOIHU-
yeckoe M’(b(l)psHéle LG AT O Ot KOO OIG Y Hopma Makporemarypus
C. A Y ToMorpadus: 6e3 maToJI0TUKI Norms - el
3aMeIIeHe : ormal Gross hematuria
. Computed tomography: no pathology
Non-specific changes,
intermittent diffuse slowing
PenTreHoBcKasi KOMITbIOTEpHAs
AnuienTudOopMHOK TOMOTrpadus: MILIEeMUYECKU-
D AKTMBHOCTHU HE BBISIBJICHO TUITOKCUYECKOE ITOPAXKEHNE Hopwma Temarypust
Epileptiform activity is not TOJIOBHOTO MO3Ta Normal Hematuria
detected Computed tomography: ischemic-hypoxic

brain damage
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Oxonuanue maba. 2

End of table 2
Patient Electroencephalography Neuroimaging Liquor analysis Other analyzes
O6HapyxeHnbl JIHK Bupyca
Ierepaaonaniias SHI.HTSI%}:(Q. Baﬂ u I/ITIz)}II\/Ie

MmN TUDOPMHAST ranognpycapé) KpLOIBI/I
9

dKTUBHOCTD C aKLICHTOM PeHtreHoBcKas KOMIIbIOTECPHas H AHTUTEJA K BUPYCY UMMYHO-
E B JIOGHBIX U IIEHTPATTbHBIX ToMorpadyst: 6e3 MaToIorum e ebUIIATA TeT0BEKA

00J1acTAX : Normal i 0

Computed tomography: no pathology Detected Epstein—Barr virus and
cytomegalovirus DNA in the
blood, antibodies to human
immunodeficiency virus

Generalized epileptiform
activity with emphasis
in the frontal and central areas

PeHTreHOBCKasi KOMITBIOTEpHASI
BbicoKoaMIUIMTY THBI ToMorpadusi: ”HOPOIHOE TeJIO

-, o Hopwma Makporemarypus
E JIeJIBTa-pUTM B JIEBOM JJOOHOM 001acTU f
. . . Normal Gross hematuria
High amplitude delta-rhythm Computed tomography: foreign body
in the left frontal area
MarHuTHO-pe30HaHCHas TOMOTpa-
B O] bust: po cup IJIM03a MpaBoi HOﬁI;-IOﬁ
AKTUBHOCTH B BUJIE - DOKY P
A JI0JIY, KOPTUKAJIbHAS aTpodus YmMepeHnHoe
ST E T DTE MpaBoii reMucdepsl, BTOpUIHAST MHOBbILIEHME
G. B TOBHO-BUCOUHbIX yMepeHHas aCUMMETPUYHAS YPOBHS Oenka MaKporeMaTyme
0BIACTIX ruapouebatis B JIMKBOPE Gross hematuria
Magnetic resonance imaging: foci Moderate increase in

Epileptiform activity as the
complexes acute — slow wave
in the fronto-temporal areas

of gliosis of the right frontal lobe, cortical ~ protein level in liquor
atrophy of the right hemisphere, secondary
moderate asymmetric hydrocephalus

3aMesieHe OCHOBHOM
AKTUBHOCTH B JIEBBIX
00J1aCTAX, MPENMYIIECT-
H. BEHHO B JIEBOI TEMEHHOW
Y BUCOYHOW 00JaCcTH
Slowing of the main activity in
the left areas, mainly in the left
parietal and temporal areas

MarauTHO-pe30HaHCHAs TOMOTpa-
(us: CTPYKTYypHbBIE U3BMEHEHUS
000MX TMITIOKAMITOB
Magnetic resonance imaging: structural
changes in both hippocampi

Hopma Makporematypust
Normal Gross hematuria

MarHutHO-pe30HaHCHas TOMOTpa-
(usi: KapTrHA BOCTIAIUTEIHHOTO
Tpol1iecca ToJIOBHOTO MO3ra —

MEHMHTO3HIIeanmTa, Ha hoHe Hopwma, naee —
bl

KOTOPOTO U3MEHEHUS gemeCTBa TUMbOLUTAPHBII
TOJIOBHOI'O MO3ra HEO0XOAuMO
SnuentrhopMHOI nuddepeHIMpoBaTh ¢ reMop)i)arI/I'Ie— Ipros 25/3
C HapaCTaHUEM Tema st
L. AKTUBHOCTH HE BBUABJICHO  cxyiM mpOMUTHIBAHKUEM 1, YTO MEHEE 110 309/3 T
Epileptiform activity is not BepOSITHO, JIAMUHAPHBIM HEKPO30M Nermal. fhen — Hematuria
detected Magnetic resonance imaging: lymphocy:(ic cytosis
the inflammatory process of the brain — 25/3 with an increase
meningoencephalitis; against the to0 309/3
background of which changes in the brain
substance must be differentiated from
hemorrhagic impregnation or, less likely,
laminar necrosis
Juddy3Has MmesieHHO-
BOJIHOBAs aKTI/IBHOCTUL Lluros 20/3
€ aKTICHTOM B TDABOLL MarHuTHO-pe3oHaHCHas (12 HeiiTpoduiios,
I ?gﬁ?gﬁ;ﬁ?ﬁ?ﬁ;ﬁgg TomMorpacdusi: Ge3 natonornu 8 TMMGOIUTOB) Temarypust
. i Magnetic resonance imaging: Cytosis 20/3 Hematuria
]_lefuse slow-vx_/a\_/e actlv%ty no pathology (12 neutrophils,
with an emphasis in the right 8 lymphocytes)

parietal-occipital and
temporal region
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Puc. 2. ITayuenmxka H. MaecnumHo-pe3onHanchas momoepapus 20108H020
MO32a: 2UNEPUHMEHCUBHOCIb CU2HANA om 2unnokamnos. O6paujarom Ha ceos
BHUMAHUe ycuneHUe cueHara om eunnokamnog 6 pexcume FLAIR u nekomo-
Dpoe yeeauuerue 2UNNOKAmMnos 6 obseme

Fig. 2. Patient H. Magnetic resonance imaging of the brain: hyperintensity of the
signal from the hippocampus. Attention is drawn to the signal amplification from
the hippocampuses in FLAIR mode, a slight increase in the hippocampal volume
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Puc. 3. [Tayuenmra J. Daexkmposnyegharoepapus Ha 2-ii denb cocnumanu-
3ayuuu: pecucmpupyemcst NammepH CyO0OpPOICHO20 INUAENIMUYECK020 NPU-
CMYyna, ucxo0sauie2o u3 3a0HUX 0maoen0e npasoli cemucgepsl, — «3y0bl aKy1v

Fig. 3. Patient J. Electroencephalography on the 2" day of hospitalization:
pattern of a convulsive epileptic seizure emanating from the posterior right
hemisphere — “shark teeth”

¢ (beOPUIBHBIM BMIIENITUYECKUM cTaTycoM. DakTopamMu
HeO0J1arorpUsITHOrO MPOrHo3a ObUIY IpyOble CTPYKTYPHBIE
aHOMAaJIMY TOJIOBHOTO MO3Ta U IJIUTEIbHOE TCUCHHE TIPH-
CTYIOB.

PesynbraThl KaTaMHECTUUYECKOTO HAOMIOACHUS BKITIO-
YEHHBIX B MCCICI0BAaHNC MAIIUEHTOB IIPUBEACHEI B TA0JI. 4.

Kax BumHO 13 TaGnuIIbl, U3 8 MAlIMEHTOB C OTCIEXKEH-
HBIM KaTaMHE30M y 3, HECMOTPSI Ha IIPOBOIUMYIO Tepa-
N0, COXPAHSINCH SIUJICTITUYECKHE ITPUCTYIIHL.

Puc. 4. Ilayuenmka J. Daexkmposnyegharoepapus nHa 4-ii dens cocnumanu-
3ayuu, 60 8pems 60AICHO20 BHYMPUBEHHO20 68e0eHUsi nPponogoaa: Ha Goxe
Qupdy3Ho2o ynaoujeHus 0CHOBHOU AKMUBHOCMU 3aNUCU 8Ce DABHO pecu-
cmpupyemcs SNUAenMupopMHas AKMUBHOCHb 8 8UOe HUBKOAMAAUMYOHbIX
pasps006 noAuCnaiikos (YKazana cmpeakamu,)

Fig. 4. Patient J. Electroencephalography on the 4" day of hospitalization,
during bolus intravenous administration of propofol: in spite of diffuse flat-
tening of the background activity of the record, epileptiform activity is still
recorded as a low-amplitude discharges of polyspikes (arrows)

Y mauneHTku 1. mpUCTYIIBI MOSIBUIIUCH HA (hOHE Opra-
HUYECKOTO ITOPaXKeHUsI TOJIOBHOTO MO3Ta, OQHAKO 3aTeM
npekpaTuiuch 6e3 jedyeHus. Eil ObLI IocTaBieH IpeaBa-
PUTEJbHBIIA IUArHO3 OCTPOTrO FEMOPPArnIe€CKOro JEUKO-
sH1Ie(anuTa Xepcra (puc. 5).

Hixe npencraBieHsl pe3yabTaThl DO manmenTku H.
yepe3 2 Mec IocJIe BBIMUCKU (puc. 6).

MopdoaornaeckumM cyocTpaToM pa3BUBIICHCS Pe3U-
CTEHTHOM BUCOYHOI 3nuiencuu y naumeHTku H. cran
JIIBYCTOPOHHUI CKJIEPO3 TUIIIOKAMIIOB (puc. 7).

06cy:xneHue
Takum obpazoM, Tpu aHaJIU3e JAHHBIX BKIIOUEHHbIX
B MICCJICIOBAHME TTALIMEHTOB MOXKHO BBIICIIATH 4 TIOATPYTITIBL:

1) KpaTKOBpeMEHHBII TIEPUOI CYIOPOT Ha (DOHE TEKOM-
MeHCAlIM MeTab0IM3Ma, BEI3BAHHOI OCHOBHBIM 3a-
OosieBaHMEM (C YCIIOBHO OJIATONIPUSITHBIM ITIPOTHO30M
B OTHOIIICHUY TIPHUCTYTIOB);

2) IPUCTYIIBI KaK MaHU(ECTAILNS OPTaHMIECKOTO Mopa-
JKEeHUSI TOJIOBHOTO MO3Ta M1 MH(MEKIIMOHHOTO 3a00-
JICBAaHMSI C CEPhE3HBIM IIPOTHO30M B OTHOILIIEHUHU KaK
HEBPOJIOTMIECKOTO Pa3BUTHS, TaK U IIPUCTYIIOB;

3) neOrOT MPUCTYIIOB Ha (pOHE JTMXOPaIKU (OTCYTCTBUE
KaKUX-JI100 APYTUX TIPUYNH VIS IpUCTYNoB). I1po-
THO3 B OTHOIIICHNY M30aBJICHUSI OT IIPUCTYIIOB Bapy-
abeseH, He0OXOAUMO JUIMTEIbHOE KATAMHECTUUYECKOE
HaOJIIOIeHUE, BEPOATHO, B TCUEHNE MHOTHUX JICT;

4) uctuansiii FIRES.

IlepBoe onmcanue pa3pylInTeIbHOM HIedanonaTuu
C MHOTOKPaTHBIMM PE3MCTEHTHBIMHU IIPUCTYIIAMU Y AeTei
LIKOJIBHOTO Bo3pacTa Ob110 npeacTtasieHo G. Lyon u co-
aBT. B 1961 . [8]. Jasee mocienoBas LeJIblii psi OIMCAHMIA
CXOXMX KJIMHUIECKMX CIyJaeB, IIPU 3TOM pa3HbIe aBTOPHI
JlaBaJIu UM pasndHble Ha3BaHus. Hanbonee mupoko us-
BECTHBIC 13 HUX: pa3pylINTeIbHAs SIMUICIITHYECKasT SH-
mecdagonaTs y AeTel MIKOJIBHOTO Bo3pacta (devastating
epileptic encephalopathy in school-aged children, DESC) [9],
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EKYVCPCHKAMHVI HETC KOM
HEBPOAOTI'MU

Puc. 5. [layuenmxa 1. ¢ ocmpvim eemoppaeuneckum aeiikosnyedarumom Xepcma. MaeHumno-pe30HanHcHas momoepaghusi 20108H020 M032a 8 PA3HBIX PeHCU-
Max: KapmuHa RAHIHYeaIUma ¢ 04azamu KpogousNUsHUs 8 Beljecmae 20108H020 M032d

Fig. 5. Patient I. with acute hemorrhagic leukoencephalitis (Hurst disease). Magnetic resonance imaging of the brain (different modes): panencephalitis with

foci of hemorrhage in the brain substance
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Puc. 6. Ilayuenmka H. Dnexkmposnyeganrocpapus uepes 2 mec nocie 8boi-
NUCKU: peUCMPUpyemcs SNUAenmu@dopmuas aKkmueHoCmy @ 8ude 0CHpbixX
601H, KOMHAEKCO8 0OCMPas—me0NeHHAs 60AHA 8 Ae80ll U NPAagoli 100H0-8uU-
COUHBIX 001ACMAX HE3ABUCUMO

Fig. 6. Patient H. Electroencephalography, 2 months after discharge: epilep-
tiform activity is recorded in the form of sharp waves, acute—slow wave com-
plexes in the left and right fronto-temporal areas independently

Puc. 7. layuenmixa H. Maenumno-pe3onancras momoepagus 20108H020
Mo3ea yepe3 2 Mec nocae GbINUCKU: U3MEHeHUe CIMPYKMYpbl 2UNNOKAMNO08
C noGvlueHUuemM UHMEeHCUBHOCMU cueHanra om Hux 6 pexcume FLAIR — npu-
3HAK 08YCHMOPOHHE20 CKAEPO3a cUNNOKAMNO8

Fig. 7. Patient H. Magnetic resonance imaging of the brain, 2 months after
discharge: changes in the structure of the hippocampus with an increase in the
intensity of the signal from them in the FLAIR mode — a sign of bilateral
hippocampal sclerosis
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OCTpHIil 3HIEePATUT C pedpakKTepHBIMUA MOBTOPHBIMU
mapuraJbHBIMU IIpUcTymaMu (acute encephalitis with
refractory repetitive partial seizures, AERRPS) [11], HoO-
BBII pedppakTepHBIH AMICHTUICCKUI cTaTyC (new onset
refractory status epilepticus, NORSE) [14], unuomaruae-
cKasl KatacTpoduyeckas nujaenTuieckas sHuedanona-
T (idiopathic catastrophic epileptic encephalopathy) [3],
BBI3BaHHAsI JIMXOPAIKOM pedpakTepHas SIMICHTHIeCKAast
sHIedazonaTus y aeteit KoJabHOro Bo3pacTta (fever-in-
duced refractory epileptic encephalopathy in school-age
children, FIREE) [10], TspKembIit pecpakTepHBIN SITHIISII-
THUYECKUI CTaTyC BCIACACTBHUE MPEAIOIaracMoro 3HIIe-
danuta (severe refractory status epilepticus owing to pre-
sumed encephalitis, SRSEPE) [6]. Ognako HauGoiee
YHUBEPCATBHBIM TEPMUHOM SIBJISIETCS «3IICIITUICCKUIA
CHHIIPOM, CBSI3aHHBIN ¢ (peOpmIbHOM nHDeKIMei» (febrile
infection-related epilepsy syndrome, FIRES) [5].

Ha cerogusiimHmit 1eHb B MEPE OITMCAHO JIUIITH OKOJIO
100 cyyaeB ganHoro 3aboneBanud [12]. Ero atnonorus
OCTaEeTCSI HEU3BECTHOM.

B nopapnsitoleM O0JIbIIMHCTBE CIy4aeB y MallMEHTOB
He BBIABIISICTCS (XOTS M TToApa3yMeBaeTcs1) MHMEKIIMOH-
Hasl WIX ayTOMMMYHHas IIpUYMHA Pa3BUTHUSI CHHIPOMa,
a MICXOJIOM, KaK IIPaBWJIO, CIYKAT BEIpaXXeHHOE CHIKCHIE
KOTHUTHUBHBIX (DYHKIINI U Pe3UCTCHTHAS SITVIICTICHS.

CymiectByeT HecKoJibko Teopuit passutusi FIRES.
CoryacHo OgHOM U3 HUX BO3MOXKHOM IMMPUYNHO SIBJISIIOT-
Csl BOCHAJIMTENIBHBIE TIPOLIECCHI B TOJJOBHOM MO3Te (TIep-
BUYHBIC WJIA BTOPUIHBIC), CIIOCOOCTBYIOIINE SITMIICTITO-
reHesy. Hanpumep, BocnanuteabHast Mmojiekyia [L-1-6eta
00J1a1aeT IIPOKOHBYJIbCUBHOM aKTUBHOCTBIO 33 CYET MHTH-
OMpoBaHMS OOpaTHOrO 3axBaTa IjlyTamMaTa acTpOLMTaMU
1 HEKOTOPBIX APYTruX CBOMCTB [13].

MexaHM3MBI, JIeXKallle B OCHOBE BOCHAIUTEIHFHOTO
OTBETA B LICHTPAJIbHOU HEPBHOM CUCTEME, PA3BUBIIETOCS
MOCJIe BOCIIAJIEHUS IPYTOM JTIOKAJIM3allu1, OKa TOYHO He
W3BECTHBI, HO OIIpeAesIeHHAsI POJIb OTBOIMUTCS CTPYKTYP-

HBIM 00JIACTSIM TOJIOBHOI'O MO3ra, JIMIIEHHBIM T'eMaTo-
sHIIe(haTNMIECKOTo bapbepa, Yepe3 KOTOphIe BOCITAJICHUE
BTOPUYHO BO3HMKAET B TOJIOBHOM Mo3Te [12].

CorlacHO APYrUM TEOPUSIM B OCHOBE JAHHOTO 3200~
JICBAaHMSI MOT'YT JIeXaTh ayTOMMMYHHBIE IIPOLIECCHI (B MC-
cnemoBanum D. Caputo u coaBt. (2017) y mamueHTa
¢ FIRES 6b1n o6HapyxeHbl anTuTea K GABA,R [4]),
MeTabonmdyeckne u3MeHeHud [12] uim apyrue mpuyvHEIL.

B namem ucciegoBanumn «kiaccuueckuii» FIRES
(c xapakTepHBIM IOPaKeHUEM TUITIIOKAMIIOB [2] 1 Tiepe-
XOIOM 3a00JIeBaHUSI B pE3UCTCHTHYIO MEeINAIBHYIO BUCOY-
HYI0 3nuiiernicuio [1]) MOXHO IMarHOCTUPOBATh y Malu-
eHTku H., y mauuenTku J. KnuHu4YecKas KapTUHa U UCXOJ,
3a00J1eBaHMSI TAKXKE COOTBETCTBYIOT JTAHHOMY CHHIPOMY,
HO ero AcOIOT IMPHIIEICS He Ha IITKOJIbHBIN BO3PacT, a Ha
18 5eT, 4To SIBISIETCS MEHEE TUITMIHBIM.

BbiBoAbI

[MonygeHHBIE pe3yabTaThl WILTIOCTPUPYIOT TSXKECTh
Te4eHUsT (peOPMIBHOIO MICITUYECKOTO CTaTyca y IeTe:
IT0 TAaHHBIM KaTaMHECTIIeCKOro HaomoneHus 13 10 rmarmeH-
TOB IIPUCTYIIBI COXPAHSUIMCH KaK MUHUMYM Y 3 (elte y 2 ne-
Tei He ymaioch coOpaTh KaTaMHe3), S TAIlMEeHTOB IIPUHIMAIIA
AHTURIMIICTITUYECKUE TIperapaThl, KaK MUHUMYM Y 3 AeTeit
ObL1a BBISIBJICHA Cepbe3Has MH(MEKIIMOHHAS WIA OpTaHIde-
CKasl ITaToJIOTHS TOJIOBHOTO MO3ra (BUPYC UIMMYHOIE (UL~
Ta 9eJI0BeKa, NETCKUIA iepeOpaIbHbIN apaid, SHIe(haIuT
Xepcra). FIRES 0b11 nparHocTrpoBaH y 2 MaleHTOB, IIPo-
THO3 Y KOTOPBIX OCTAeTCsI OUYSHb CEPhE3HBIM.

s moBbIeHUs 3P (PEKTUBHOCTY TUATHOCTUKY U Jie-
yeHUs (HeOPUILHOTO SIIICIITUIECKOTO CTaTyca y AeTei,
ITOMMMO OPTaHM3alMOHHBIX MOMEHTOB (YIyJIIIeHUE Map-
LIPYTU3AIIAX TTAIIMEHTOB, IOBBIIICHNE TOCTYITHOCTH JUar-
HOCTUYECKOTO 000PYIOBaHUS Y JIEKAPCTB, JIA0OPATOPHBIX
aHaAJIM30B), HEOOXOMMMO M 0oJice IIyOOKOe TOHMMAaHKUe
IMaToreHe3a pacCTPOMCTB, JIEXKAIIIX B OCHOBE 3TOTO TsDKe-
JIOTO KIIMHNYECKOTO CUHAPOMA.

1. Kuraesa B.E., KoroB A.C. O dexkTus-

HOCTD JICYSHUSI MTALIMEHTOB C JITUTETEHBIM
TEYEHUEM MEIMATbHON BUCOYHOM
SMUJICTICUU. DIUJIETICUS U TTAPOKCU3-
MasbHble coctosiHus 2018;10(3):31-7.
[Kitaeva V.E., Kotov A.S. Efficacy

of treatment of patients with prolonged
course of medial temporal lobe epilepsy.
Epilepsiya i paroksizmalnye sostoyaniya =
Epilepsy and Paroxysmal Conditions
2018;10(3):31—7. (In Russ.)].

. [aranun A.B., KotoB A.C., Bopuco-

Ba M.H. u 1p. ®eOpMIbHBIi SITUIEITH-

yeckuii craryc y peoeHka: FIRES-cuH-
npoM. OnrcaHne KITMHMYECKOTO CiTyydast.
AHHAJTBI KTMHUYECKOI U 9KCITepUMEH-
tanbHOi HeBpostoruu 2016;10(1):53—6.

[Shatalin A.V., Kotov A.S., Borisova M.N.

et al. Febrile status epilepticus in a child:
FIRES. Case report. Annaly klinicheskoy
i eksperimentalnoy nevrologii = Annals
of Clinical and Experimental Neurology
2016;10(1):53—6. (In Russ.)].

. Baxter P, Clarke A., Cross H. et al.

Idiopathic catastrophic epileptic
encephalopathy presenting with acute

onset intractable status. Seizure
2003;12(6):379-87.

. Caputo D., Iorio R., Vigevano F., Fusco L.

Febrile infection-related epilepsy
syndrome (FIRES) with super-refractory
status epilepticus revealing autoimmune
encephalitis due to GABA(A)R
antibodies. Eur J Paediatr Neurol
2018;22(1):182-5.

DOI: 10.1016/j.ejpn.2017.11.005.

. Ismail EY., Kossoff E.H. AERRPS,

DESC, NORSE, FIRES: multi-labeling
or distinct epileptic entities? Epilepsia



pssis' IIETCKOM
HEBPOAOT UM

1

2011;52(11):e185-9. encephalopathy in school-aged children 12. Van Baalen A., Vezzani A., Héusler M.,
DOI: 10.1111/j.1528-1167.2011.03293.x. (DESC): a pseudo encephalitis. Epilepsy Kluger G. Febrile infection-related

. Kramer U., Shorer Z., Ben-Zeev B. et al. Res 2006;69(1):67—79. epilepsy syndrome: clinical review and
Severe refractory status epilepticus owing 10. Nabbout R., Mazzuca M., Hubert P. et al. hypotheses of epileptogenesis.
to presumed encephalitis. J Child Neurol Efficacy of ketogenic diet in severe Neuropediatrics 2017;48(1):5—18.
2005;20(3):184—7. refractory status epilepticus initiating DOI: 10.1055/s-0036-1597271.

. Luders H., Noachtar S. Atlas and fever induced refractory epileptic 13. Vezzani A. Epilepsy and inflammation
Classification of Electroencephalography. encephalopathy in school age children in the brain: overview and pathophysiology.
Philadelphia: WB Saunders, 2000. 208 p. (FIRES). Epilepsia 2010;51(10):2033—7. Epilepsy Curr 2014;14(1 Suppl):3—7.

. Lyon G., Dodge P.R., Adams R.D. DOI: 10.1111/j.1528-1167.2010.02703.x. DOI: 10.5698/1535-7511-14.52.3.

The acute encephalopathies of obscure 11. Sakuma H., Fukumizu M., Kohyama J. 14. Wilder-Smith E.P., Lim E.C., Teoh H.L.

origin in infants and children.
Brain 1961;84:680—708.

. Mikaeloff Y., Jambaqué 1., Hertz-
Pannier L. et al. Devastating epileptic

Efficacy of anticonvulsants on acute
encephalitis with refractory, repetitive
partial seizures (AERRPS). No to Hattatsu
2001;33(5):385-90.

et al. The NORSE (new-onset refractory
status epilepticus) syndrome: defining

a disease entity. Ann Acad Med Singapore
2005;34(7):417-20.

ORCID astopos / ORCID of authors
B.E. Kuraesa / V.E. Kitaeva: https://orcid.org/0000-0002-9334-8246
A.C. Koros / A.S. Kotov: https://orcid.org/0000-0003-2988-5706

KonhmkT unTEpecoB. ABTOPHI 3asIBJISIOT 00 OTCYTCTBUU KOH(IIMKTA UHTEPECOB.
Conflict of interest. The authors declare no conflict of interest.

®unancupoBanme. VccienoBaHne MpoBeeHO 6€3 CITOHCOPCKOM TMTOIEPKKHU.
Financing. The study was performed without external funding.

HndopmuposanHoe cornacue. Ponyreny nauueHToB NOANKMCAIN MHOOPMUPOBAHHOE COTIacke Ha yyacTHe JeTeil B MCCIeA0BaHUU.
Informed consent. There is given the parental informed consent to the children’s participation in the study.

Crartps nocrymuia: 03.10.2019. IlpunsTa Kk myommkanum: 18.01.2020.
Article submitted: 03.10.2019. Accepted for publication: 18.01.2020.



40

s IIETCKOM 1
HEBPOAOT UM

CuxppoM anunencuu, cBA3aHHblil ¢ hebpunbHoil unheryuei:
ompanexHble nocneacmaus (co6cmBeHHbIl onbim Habniopexus)

A.B. JIpodurosal, A.IO. Kapacs!, H.B. MacuosaZ, K.JO. Myxun3
1000 «Bnuneiipo»; Poccus, 410071 Capamos, ya. boavuas Cadosas, 151/8;
Zxaghedpa ncuxuampuu, HaPKOAOUU, NCUXOmepanuu u kaunuueckoii ncuxonoeuu @IEOY BO «Capamosckuii 2ocy0apcmeenHtbiil
meduyunckuil ynusepcumem um. B. U. Pazymosckozo» Munsdpasa Poccuur; 410012 Capamos, ya. boavwas Kazaues, 112;
3000 «Hncmumym demckoii neeponoeuu u snunencuu um. Ceamumens Jyku»; Poccus, 108840 Mockea, Tpouuk, ya. Hazopuas, 5

Konmaxmot: Anna Braoumuposna Jlpoobumosa annadrobitova@yandex.ru

Cundpom snunencuu, ceéazantslii ¢ peopunvroi ungexyueii (Febrile Infection-Related Epilepsy Syndrome, FIRES), ecmpeuaemcs ouetb
pedko — ¢ uacmomoti npumepHo 1 cayuaii Ha 1 man demckoeo nacenenusi. O0nako mol coenachsl ¢ mem, umo FIRES pacnpocmpanen 6onee,
uem duaeHocmupyemcs. Tounbiil SImuonamoecenes 3mMoeo KAUHU4eckK020 cunopoma ocmaemcs Hesichvim. Cyuwjecmayem Heckoabko meopuii
€20 NPOUCXONCOeHUs: UMMYHHAS, 2eHemu4ecKkas, eocnairumenvHo-onocpedosannas. Hcxoost FIRES onucanst kakx nebaaeonpusmuole,
co cmepmHocmyio 8 ocmpyio gazy 0o 30 %, ¢ popmuposaruem é nocaedyruem, Yacmo cpazy nocae 0Cmpoil Passl, pehpaKmepHoil snuien-
cuu u ymemeenroi omemanocmu 'y 66— 100 % evincusuiux. Hecmompst Ha eo3pacmaroujee KoAuHecmeo nyosuKayuil, HepeueHHbIMU 0Cma-
fomesi 8onpocwl ceoespeMenHol duasHocmuku u aeenus. Mot npueodum cobcmeennoe HabawdeHue 6 NAYUEHMO8, NPEONOAONCUMENbHO
nepenecuiux FIRES. B ucxode 3a6oaesanus npeobaadarom pe3ucmeHmHubie opmbl SNUAENCUU, KOCHUMUGHDbIE U NOBe0eHYeCKUe HAPYUEeHUSL.
Coxpanenue npucmynos u npo0oANCeHHOU INUNENMUPOPMHOL AKMUBHOCIU RO OGHHbIM I1eKmpodHyepanroepaduu cnocobcmayem pasgu-
MUl KOSHUMUBHLIX U N0GedeHuecKuX HapyuleHui. AHaiu3 pe3yabmamos mepanuu yKazvieaem Ha Hauboaee biCOKYI0 IQdexmusHocms
KombuHayuu Kapéamazenuna,/oKcKkapbazenuna ¢ opyeumu aHmusnuAenmu1eckumu npenapamamil.

Karoueevie caoea: snunencus, snusenmuueckuii cmamyc, (heOpuibHvle NPUCMYNbL, CUHOPOM INUAENCUU, C8A3AHHDLI C (heOPUNbHOL UHGDeK -
yueil, SHyeparum, Helponcuxonoeu4eckas OUaeHOCMuUKa, QOKAIbHAsL INUAENCUSL, PE3UCMEHMHOCYb K mepanuu

Jasa yumuposanus: /Ipo6umosa A. B., Kapace A. FO., Macaosa H.B., Myxunu K. 1O. Cundpom snunencuu, ces3anHblil ¢ peOpunbHoil uHgex-
yuelil: omoaneHHbvle nocaedcmeus (coocmeennblii onvim Habawoenus). Pycckuii scypuan demckoil negponoeuu 2020;15(1):40—6.

DOI: 10.17650/2073-8803-2020-15-1-40-46 [®)sy |

FEBRILE INFECTION-RELATED EPILEPSY SYNDROME: LONG-TERM CONSEQUENCES
(OWN OBSERVATIONS)

A.V. Drobitoval, A. Yu. Karas!, N.V. Maslova?, K. Yu. Mukhin’®
!Epineuro LLC, 151/8 Bolshaya Sadovaya St., Saratov 410071, Russia;
2Department of Psychiatry, Narcology, Psychotherapy, and Clinical Psychology, V.1. Razumovskiy Saratov State Medical University;
112 Bolshaya Kazachya St., Saratov 410012, Russia;
3Svt. Luka’s Institute of Child Neurology and Epilepsy; 5 Nagornaya St., Troitsk, Moscow 108840, Russia

Febrile infection-related epilepsy syndrome (FIRES) is an exceedingly rare disorder that affects 1in 1.000.000 children. However, we believe
that FIRES is more common, since many cases remain undiagnosed. The exact pathogenesis of this clinical syndrome is still poorly understood.
There are several theories of its development, including immune, genetic, and inflammatory-mediated ones. FIRES is known to have dismal
outcomes with a death rate of up to 30 % in the acute phase and subsequent development (often immediately after the acute phase) of refrac-
tory epilepsy and mental retardation in 66— 100 % of survivors. Despite the increasing number of publications, the problems of timely diag-
nosis and treatment of such patients have not yet been addressed. We describe 6 patients presumed to have had FIRES. The most common
outcomes included drug-resistant epilepsy, as well as cognitive and behavioral disorders. Continuing seizures and epileptiform activity
on the electroencephalogram trigger cognitive and behavioral disorders. The analysis of treatment outcomes indicates that combinations
of carbamazepine/oxcarbazepine with other antiepileptic drugs are most effective.

Key words: epilepsy, status epilepticus, febrile seizures, febrile infection-related epilepsy syndrome, encephalitis, neuropsychological diagno-
sis, focal epilepsy, drug resistance

For citation: Drobitova A.V., Karas A.Yu., Maslova N.V., Mukhin K. Yu. Febrile infection-related epilepsy syndrome: long-term conse-
quences (own observations). Russkiy zhurnal detskoy nevrologii = Russian Journal of Child Neurology 2020;15(1):40—6. (In Russ.).
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CuHIpOM SIWJICTICUN, CBI3aHHBIN ¢ (peOpUIbHON MH-
dexumeir (Febrile Infection-Related Epilepsy Syndrome,
FIRES), nipeacrasisier coboit popMy 3OUICIITHICCKOM
sHIIe(haIOoNaTUH, BEIACICHHYIO MexXXTyHapOTHOM IIPOTH-
BOBMWIENITUYECKON JINTOU B CAMOCTOSATEJIBHYIO HO30JI0-
TUYECKYIO eAMHMUILY, TMaTHOCTUYECKIE KPUTEPUU KOTOPOit
HECKOJIBKO Pa3IMYaioTCs Y aBTOPOB, OMyOIMKOBABIIMX
COOCTBEHHbIE KIIMHUYeCKUe HabmoneHus [6, 8, 12]. On-
HAKO OCHOBHBIMH SIBJISTFOTCSI CJICIYIOIINE KPUTECPHH:

1) Bo3pacr nebrora 3aboneBanust 4—11 Jer;

2) paHee HEBPOJIOTUYECKH 3M0POBBIC ACTH;

3) Hayajo 3a00JIeBaHUS C TUIIEPTEPMUN, HO Oe3 IIpU3Ha-
KOB MHTpPaKpaHUATbHOU MH(PEKIINN;

4) Hayajo ¢ JUINTEJIBHOTO TSKEJIOrO SMUJICIITUYECKOTO
crartyca/cepuu IMPUCTYIOB C MOCIEAYIOIMNM IIePeX0-
JIOM B (POKAJIbHYIO, YACTO PE3UCTEHTHYIO, SITIICTICHIO
C JIATEHTHBIM TIepHUOIOM WM Oe3 HETO.

Takke HEKOTOpbIE aBTOPHI KPUTEPUEM MCKITIOUECHUS
CUMTAIOT BO3PACT MEHee 2 JIET, APYrre He CYUTAIOT 00513a-
TEeJIbHBIM KPUTEPUEM TSIKeJIbIil pedpakKTepHBI CTaTyC,
a BKJIIOYAIOT M ITAIlUEHTOB C IIOBTOPHBIMU ITPUCTYIIAMMU.
Ha narm B3m1s11, aBTOpBI He TIPOTUBOPEYAT APYT APYTY, a J0-
MOJHSIIOT OOILLYI0 KapTUHY. BeposiTHO, 3TO CBsI3aHO C He-
JIOCTAaTOYHBIM HAKOILJICHHBIM OITBITOM HAaOIIONCHMIA Ma-
mueHToB ¢ FIRES.

ITo manuweim utepatypbl, FIRES BcTpeuaercst oueHb
peaKo — C 4acToTou nmpuMepHo 1 ciyyaid Ha 1 MJIH JgeT-
ckoro HaceneHus [13]. OgHaKO MBI COTJIACHBI C TEM, YTO
CUHJIPOM pacpocTpaHeH 0oJjiee, ueM auarHoctupyercs [1].

WcTopuuecku npu onyvcaHUM NOAOOHBIX NAL[MEHTOB
aBTOPHI MCITOJIB30BAIM PA3TUIHBIC OMpPeaeICHMS, KOTO-
pbIe B OCHOBHOM JIM0O OTpaxkald ITOC/IEAYIOIIee pa3BUTHE
PE3UCTECHTHOM SMIMJICTICHH, JIM0O YKa3bIBAJIM HA BO3MOX-
HBII maToreHes 3aboJieBaHUsl. BriepBble CUHAPOM OBLIT
obo3HaueH Kak “acute encephalitis with refractory, repe-
titive partial seizures” (AERRPS) — ocTpslit 2HLIEDaTUT
¢ pepaKTepHBIMH ITOBTOPSIOIIMMHUCS TTapIaIbHBIMU
npuctymnamiu [10]. BcTpeuatores 1 apyrue onpeneacHus:
“severe refractory status epilepticus due to presumed ence-
phalitis” — TszKenblii pedpakTepHBIi SIMISITUYECKIIA CTa-
Tyc BBUIY TIpeamnosaraeMoro sHuedanmmta [9], “idiopathic
catastrophic epileptic encephalopathy” — nanornarnueckas
KaracTtpoduyeckas snuiaenTIecKas Hiedanonarus [2],
“new-onset refractory status epilepticus” (NORSE) —
BIIEpBbIC BO3HUKIIMI pedpaKTepHBIN SMUICTITUYECKUI
cratyc [14], “devastating epileptic encephalopathy in school-
aged children” (DESC) — pa3pymmTespHas SIMIeITHIC -
cKag 3H1ehaIoNaThs y AeTei MKOJILHOro Bo3pacra [6],
U, HakoHell, “febrile infection-related epilepsy syndrome”
(FIRES) — cunapoM anumiencuu, MHIyLIUPOBaHHBIN (ed-
puIbHOM nHbekumeit [12, 13].

B Hacrosiiiee BpeMsi B HaydHOU JuUTepaType oblie-
MPUHSATO UcToib3oBath TepMuH FIRES.

VYc0BHO BBIAEISIOT HECKOJNBKO (Da3 3a00JieBaHUS:
OCTPYIO (HETIOCPEACTBEHHO CepHsI IIPUCTYIIOB/ AIMIICTITH -

YeCKUil CTaTyc), JIATEHTHBIN ITepuo («CBETJIBIM IIpoMe-
XKYTOK», Heobsi3aTeabHas ¢a3a y MHOTHX OOJIbHBIX) 1 OT-
JAJICHHBIN TIepuoJ (MTOCTEeCTBYS ).

Tounsrit atnonaroreHe3 FIRES ocTaercst HesicHBIM.
Cy11ecTByeT HECKOJIBKO TEOPUIA €T0 IPOMCXOXKICHUS: M-
MmyHHad [11, 12], reHeTHYecKast M BOCHAIUTEIBHO-OIIO-
cpemoBaHHasI, Kaxkmasi 13 KOTOPBIX JIUIITb YACTUIHO HAX0-
IUT MOATBEPXICHUS B KPYITHBIX MccliemoBaHusax. Ilo
JIAaHHBIM ITyOIMKaLuii, nH(pekunoHHmIi areHT mpu FIRES
00HApYKXUTh HE yIaeTcs, HECMOTPS Ha IIPOBeACHIE MHO-
2KeCTBa TECTOB: Ha BUPYC IIPOCTOIO TepIieca, SHTEPOBUPY-
ChbI, BUPYC reprieca 4eJoBeKa 6-To THIa, BUPYC DITIITe -
Ha—bapp, muromMeranoBupyc, aieHOBUPYC, BUPYCHI KOPH,
TPUIITIA ¥ IaparpuIlna, MUKOIUIa3Mbl. [1poTuB nHbeKIIm-
OHHOI1 IMMPUPOIBI CHHAPOMA TaKXKe CBUIETEILCTBYIOT TaH-
HbIe OMOTICHM MO3Ta (IIPOBEACHHOM IIOCMEPTHO), COTJIACHO
KOTOPBIM IAaTOTUCTOJIOTHYECKME TIPU3HAKM dHIIe(annTa
OTCYTCTBYIOT, a BBISIBJISICTCSI JINIITD TJIMO3 JINOO CTPYKTYP-
HBIX U3MEHeHM BoBce He nmeetcd [12]. [TonbITkm goKa-
3aTh MMMYHHBIM MEXaHM3M TakKxKe HE MMEIOT ITOJTHOTO
ycIIexa — TeCThI Ha Pa3IMYHbIC ayTOAHTUTENA (B TOM YHCIIE
Kk NMDA-, AMPA-, TAMK-penentopam u Ip.) B IOIaB-
JISTIOIIeM OOJIBIIMHCTBE CJIydaeB OKa3bIBAIOTCS OTpHUIIA-
TEJIbHBIMH, 3 UMMYHOTEPAITHs — IIPaKTUIeCKU Hed(hdheK-
THBHOIA [4, 5, 9].

B nocnenHue roapl mojy4eHbl JaHHbIE 00 ycriexax
B JIEYEHUU C IIOMOIIBIO KETOreHHOW aueTsl [6, 7],
YTO B HEKOTOPOM CTEIIEH! MOXKET CBHIETEILCTBOBATH O Te-
HETUYIECKMX OCHOBaxX 3a00JIeBaHUSI.

HMHTepecHO, 4TO maHHBIE MAarHUTHO-PE30HAHCHOM
teparmuu (MPT) B ocTpyio a3y 3a0o1eBaHUS OKa3bIBa-
I0TCSI OTPHUIIATEIBHBIMU Y TIOAABJISIONIETO OOJIBITMHCTBA
MMAIleHTOB, JINIITh B HEKOTOPBIX CIIyJasiX BBISIBIISICTCS TH-
IIepUHTEHCUBHOCTb CUTHAJIA MPEUMYIIECTBEHHO BHCOY-
HBIX 00J1aCcTeii, a TakxKe 0a3aabHBIX TAaHIVIMEB U OCTPOBKA
[6,9, 12], BeposiTHO, BTOPUYHOIO XapakTepa BCIEeACTBUE
ITTATETbHOM srienTu@opMHO akTuBHOCTU. Ho B ganb-
HelileM npuMepHo y 50 % nauueHToB yaaeTcst oGHapy-
KHUTh OMHO- WX IBYCTOPOHHUE CTPYKTYPHBIC U3MEHEHMS
B Bue auddy3Hoit arpodun, y 30 % — runepuHTEHCUB-
HOCTb CUTHaJa B 00JlacTu TuImokammna [3].

Hcxonwr FIRES onmcanb Kak HeOIaronpusTHbIC (He-
YTEIIUTENbHbBIE), CO CMEPTHOCTBIO B ocTpyIO (hasy 10 30 %
[4, 5, 12], ¢ dopmupoBaHueM pedpaKTepHOM SITUIICTICUI
B IOCJIEAYIOIIEeM, 4acTo cpasy Iocie ocTpoit ¢assl [10],
1 YMCTBEHHOI oTcTaiocTi y 66—100 % BoKMBIIMX [4, 6].
He 0b110 moka3aHo CBSI3U NPOJOJIKUTEIBHOCTU OCTPOM
¢a3bl ¥ TKECTH UCXOAO0B [5], 0MHAKO CBI3b MEXAY YM-
CTBEHHOM OTCTaJIOCTHIO M IJIUTEIBHOCTHIO U TSKECTHIO
3a00J1eBaHUs cymiecTByeT. Cpeay BEDKMBIINX MAIIMEHTOB
(¢ moBemeHYECKUMU HAPYIICHUSIMHU WIN 0€3 HUX) CO-
XpaHHOCTh KOTHUTUBHBIX (DYHKIIMN OTMeYajach JIMIIb
B 18—30 % (MmakcumainbHO) ciiyuyaes [4, 5]. MccinenoBa-
TEJIM OTMEUaJIH, 9TO JaXe Y STUX MAllMeHTOB YPOBEHB 00-
y4aeMOCTH (KOTHUTUBHBIE (DYHKIIMH, IaMSITh, BHIMAHHUE)
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He BOCCTaHaBJIMBAJICS 10 MpexHero [4, 6]. s oueHKu
IICUXWYECKNX (PYHKIIWIA IeTeil NCIIOIh30BaJICs CTaHIAPT-
HBII HA0OP TICMXOMETPUIECKUX IIKaJ (IKajaa Bekcnepa
IIJIsI OLICHKW MHTEJUIEKTa, TeCT 3armoMuHaHus 10 cioB
DI OLEHKU MaMSITH, KOPPEKTYPHBIC TIPOOBI, TaOIUIIBI
IIynbTe mis oeHKW BHUMaHMS U T.11.). EcTh yKazaHus
Ha MCITOJIb30BaHME OIPOCHUKA IJISI POTUTENICH C IIEIBIO
OLICHKM ITOBEICHUS €T, T10 pe3yJIbTaTaM KOTOPOT'O BhI-
SIBWJIM KOTHUTUBHBIN nepULIMT, 1eOULINT BHUMAaHUSI, Ha-
pylieHne GyHKIMA NaMsITH, HapyIIeHUE UCIIOJTHUTEIb-
CKUX (PYHKUMI TOM WJIM MHO# CTETIEHU BHIPAXKEHHOCTH.

Hexkotopsie netu, nepeHecine FIRES, B ¢Bs3u ¢ Ha-
PYILICHUSIMU MOBEACHUS HYXXIAIOTCS B JICICHUU aHTHUIC-
IIpeccaHTaMM ¥ AaHTUTICUXOTUKAMH.

HecMoTps1 Ha Bo3pacTaroliiee KOJIUYEeCTBO My0OJIMKa-
NI, TIO-TIPEXXHEMY HEPEIIeHHBIMU OCTAIOTCSI BOIIPOCHI
CBOEBPEMEHHOM TMArHOCTUKU U JICICHUS KaK CHHIpOMa
B OCTpOIi (ha3e, TaK U MOCIeNYIONIei pe3uCTEeHTHOM! 311 -
JIericun, OPMUPYIOIIEHCS Y OOIBITMHCTBA AlIMEHTOB.

B xauyecTBe mpuMepa OTIaJICHHBIX ITOCICACTBUI IIPH-
BOJIMM COOCTBEHHBIE HAOTIONCHUS 6 TIALIMEHTOB, TTPEATO-
noxutenbHo nepeHecmnx FIRES.

Haimu nanHble mpeacTaBieHbl B Ta0auie. Y Bcex Ia-
LIMEHTOB MWATHO3 ITOCTABJICH KIMHUYECKHU, PETPOCITCK-
TUBHO 1 IIPEATIONIOKUTEIBHO.

Cpenu HabOIIOHaEMBIX HAMM MTAIIMEHTOB pacrpeaese-
HHE T10 TI0JTy OBLJIO pABHOMEPHBIM: 3 ITAlIMeHTa MY>KCKOT'O
nosa u 3 — xkeHckoro (50 u 50 % coorBercTBeHHO). Cpen-
HUI1 Bo3pacT nebroTta coctaBui 8,2 roma. CaMblii paHHUI
nebroT orMedancsa B 10 mec. Bece mamyeHTh mMeNI HOP-
MaJIbHOE TICMXOMOTOPHOE pa3BUTHE IO Hayaja 3a0oJieBa-
Hus. [leprHaTaIbHBIN aHAMHE3 CYIIIECTBEHHO OTSTOIICH
He ObLI.

B HekoTOpbIX MyOaMKaALIUSIX €CTh YKa3aHUE Ha OTSIrO-
LIEHHBIN CEMEeHbBII aHaMHe3 110 SMWIeTICUU U (peOopuhb-
HBIM CyZOpOraM, y HaIllMX XK€ MallMEHTOB HaCJIeACTBEH-
HOCTb HE ObLla OTATolIeHa. Y BCeX MalMEHTOB B 1€010Te
OTMEYAINCh MMPU3HAKN HEYTOUHEHHOM MH(EKIINY B BUIIE
ITOBBIIICHUST TEMIIEPaTyphI Tesia 10 (heOPUIbHBIX 3HaYe-
HUI, Y HEKOTOPBIX — KaTapajJbHbIC SIBICHUS.

Bo Bcex ciyuasgx HeifiponH@eKIMs OblIa MCKITIOUYeHa,
pe3ybTaThl HEOMHOKPATHBIX MCCAEA0BAHM JMKBOpA Obl-
Jm B ipefenax HopMbl (0—6 Ki1eTok B 1 MKJI, HOpMaJIbHBIE
YPOBHU caxapa 1 0ejika).

Ha nepuon HabmoaeHus1 CpeaHuiA BO3pacT MallMEHTOB
cocTaBmI 22,5 rona, ieproa HabmoaeHus — ot 4 1o 28 JieT.

Rnunuyeckue cnyyau

Ilayuenm Ne 1, myxucckoeo noaa. Bospacm na momenm
HabarodeHuss — 26 nem. Pabomaem caecapem-peMOHMHUKOM.
Ilebrom 3a6oneeanus 6 12 aem Ha gpore ocmpoii pecnupamop-
Holl 6upycHOll uUHpeKkyul ¢ GebpuIbHOl memnepamypoi meaa
6 meueHue Hedeau, paz8UAUCH cepusi CYOOPOICHBIX NPUCHY-
noe, Hapyuienue namamu U KoopoOUHamopHle paccmpoucm-
6a. Ilpucmynsl Kynupogansl 6 cmayuonape, a msicenvie

paccmpoiicmea namamu U KOOpOUHAUUU COXPAHANUCDH
eue Ha npomsaxcenuu 6 mec. «Ceemavlii RPOMENCYMOK» CO-
cmasun 1 200. [Ipucmynsi coxpanstomes u Ha ce200HAWHULL
OeHb 6 8uUde CAYX0B0Il aypbl, HAPYUEHUs CO3HAHUS, A8MO-
mamusmos ¢ uacmomoii 1 paz 6 2 ned, a makice pecucmpu-
PYIOMC 6MOPUYHO-2eHePaNu308aHtble (OuramepanvHoie
cydopodicHbie) npucmynst ¢ yacmomoii 2 pasa é mecsay. B ne-
8D0A02UHECKOM CIAMYCe BblAGASIIOMCI ACUMMEMPUs HOCO-
2YOHbIX CKAA00K U deguauus s3blKa 61€60, 0py20ll 04a2080i
cumnmomamuixu nem. Ilo dannsim MPT 2on06n020 mosea
(1,5 T) cmpykmypHbix usmeHenuil eeujecmea mo3ea He 00Ha-
pyaucero. Tlo dauHbim 8udeoanekmpostuyeganoepaguueckoeo
monumopunea (BOM) evis6aeno nepeeyasiproe pecuonanbHoe
3amedneHue 0CHOBHOI AaKMUBHOCIMU @ NPABOLL BUCOUHOL 00-
aacmu 8 600pcmME0o8aHuU, 80 CHe 8bICOKUM UHOEKCOM pecu-
CIMpUpyemcs pecUOHANbHAS INUAENMUPOPMHAS AKMUBHOCHb
6 npaeoli 8UCO4HOI (100HO-8UCOUHOIL) U 160U BUCOUHOU
obaracmsx (usoaupoganno). Ilosyuaem KomMOUHUPOBAHHYIO
mepanuro — eaarvnpoam 1000 me/cym u oxckapbazenut
1200 me/cym. Ilo 3akaouenuto ncuxuampa nCUXu4eckux
paccmpoiicme He gviagaero. Tlo peayremamam Heliponcuxo-
A02u4ecKoll duazHocmuky Koagguyuenm unmennekma (10)
pasen 95 6ann08, umo coomeemcmayem 03pACMHOL HOpMe
(eepbanvruiil 10 = 84 b6anna, neeepoansusiit 1Q = 110 6an-
108). Hesepbanvhbiii unmentexm pazeum 3Ha4umensro Ayuuie
6epbanbroeo. B yeaom c 3adanuamu cnpasasemcs, nokasoi-
eaem cpeoHuUil yposeHsb, 00HAKO OMMeYaomcs UHEPIMHOCMb
ACUXUHECKUX Npoyeccos, UCmouwaemocms, mpyoHocmu ne-
PEKAIOUeHUs BHUMAHUSL.

Ilayuenm Ne 2, myxcckoeo noaa. Bospacm na momenm
Habarodenus — 17 aem. Jlebrom 6 12 nem na ghone ocmpoii
PEeCRUpPaAmopPHOLl UPYCHOU UHGDeKUUU, NOGblUeHUs memne-
pamypusl meaa do 40 °C, pazeusace onrumenvHas cepus npu-
Ccmynog 6 gude 2aiNOUUHAUUL U NCUXOMOMOPHO20 8030Y-
acoenus. «Ceemanlil npomedscymok» cocmasun 4 mec, 3amem
ommeuer cy0opodcHsill npucmyn. B nacmosuwee epems na-
oarodaromes npucmynsl 8 gude HapyuieHus CO3HAHUSL, ACCU-
MEemMPUUHO20 MOHUHECKO20 HANPANCEHUS BepXHell NOA0GUHbL
mynoeuwa, KOHeuHoCmeil, 0meedeHuUs: 20106bl U 21a43 8 CIO-
POHY, a makaice cy0opodiCHble NPUCMYNbL C NOmepell CO3HA-
HUsl, NOCIMAPUCIMYNHbIM NCUXOMOMOPHbIM 8030yicoeHuem
om 15 mun do 3 4 uacmomoit do 3—4 npucmynoe 6 mecsy.
B Heeponoeuueckom cmamyce o4a2080i CUMRMOMAMUKU
He gvisieaero. Ilo dannoim MPT eonoenozo mozea (1,5 T)
sblsieaeHbl 1ameposenmpukyroacummempus D >S, acumme-
mpus Hodxcek eunnoxamna (wupuna D — 1,4 cm, wupuna
S — 1,2 cm). Ilo danusbim BOM 60 cHe peeucmpupyemcs ne-
puoduyeckoe apummu4Hoe mema-oenbma-3ameonerue Kop-
K080l aKkmueHOCMU 8 100H0-8UCOYHbBIX OMBEOeHUsX C pac-
npocmpaHerHuem Ha memeHHble 001acmu NPAago2o NOAYUAPUSL,
a makoice 8 1e60il N106HO-UeHMPANbHO-8UCOHHOI 00aacmu
ounamepanvro; HUKUM UHOEKCOM pecucmpupyemcsi pecuo-
HaNbHAs SNUAENMUGOPMHASL AKMUBHOCMb 8 8U0e KOMNAEKCO8
ocmpas — MedNeHHAs 60AHA 8 €801l N0OHO-UeHMPANbHO-8U-
coyHolti obaracmu. Ilpunumaem kapéamaszenun 1600 me/cym
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Xapaxmepucmuku 6 nayuenmos, npeonosoxcumenvio neperecuiux FIRES
Characteristics of 6 patients presumed to have had FIRES

No. Age,
years

Seizures : o
Pathological activity

on the electroence-
phalogram

Duration
of symptom-
free period

Age
at onset

—_

. CiyxoBas aypa, HapyIleHue

I1paBas u neBas
CO3HAHMSI, aBTOMATU3MBbI.

BUCOYHbBIE 00JIACTU

12 net 1 rox 2. BCIT
1 26 :
12 years 1 year 1. Auditory aura, impaired (M301MpOBaHHO)
consciousness, automatisms. T )
2. BCS
1. Tonnyeckue akcuaabHbIE JleBas u mpaBast
12 et 4 Mmec CIIa3MBbl. JIOOHO-BUCOYHbBIE
2 17 2. BCIT obiactu
12 years 4 months L :
1. Tonic axial spasms Left and right
2. BCS frontotemporal areas
1. C HapylieHueM CO3HaHUSI, Jlenast 1 npasas
CJIOXKHBIMU aBTOMAaTU3MaMMU.
BUCOYHBIE 00J1aCTH
3 35 7 ner 2 mec 2. BCII (B anamMHe3€) e
7 years 2 months 1. With impaired consciousness, Left and rip ht temporal
complex automatisms. areas (%solate dr))
2. History of BCS
1. ITpequyBcTBUE, paclIMpeHUE
3paykoB, HAPYILIEHUE CO3HA-
LELEL I1paBas u neBast
2. C TOHMYECKUM HaIPSTKEHUEM Y W
4 1 9 et Her B IPaBoii HoTe.
9 9 N obiacTu
M one 3.bCH Right and left
1. Premonition, dilated pupils, frontotemporal areas
impaired consciousness.
2. With tonic tension in the right leg.
3. BCS
1. YyBcTBO Xapa, MOBTOPSIIOIIUE-
CS1 MBICJIV WJIN 3pUTEIIbHBIE
00pasbl, HApYILIEHUE CO3HAHMUS. TMpasas u neBast
2. [Ipuctymsl ¢ HapylIeHUEM B —
CO3HAHWUS, aBTOMAaTU3MaMU 061aCTH, NaTepaib-
bl
LU0 NVIOUIMMICHNE HBbIE JIOOHO-TEMEH -
5 12 8 net 3 Mec 3. BCII
) e B Fneins 5 . HbIe 00JaCTH
y 1. Feeling of heat, repetitive thoughts Right and left
or ViSL.lal images, impaired frontotemporal areas,
SOOI, . lateral frontoparietal
2. Seizures with impaired p—
consciousness, automatisms, after
the seizure — sleep.
3. BCS
Pemuccus 5 net. B anamHese:
1) mpuCTYIBI C HApYIIEHUEM
CO3HAaHMS, BEPCUBHBIE, B HacTosIIIIEE BpeMst
10 mec Her ABIOMDUUCREL: HE PerHCTPUpPYETCS
6 26 10 N 2) bCI , No pathological
months Rem}ssmn fqr 5 years. History of: activity is currently
1) seizures with impaired registered
consciousness, versive seizures,
automatisms;
2) BCS

Ilpumeuanue. bCII — buramepanvhbie cyooposicHble NPUCHYRbL.
Note. BCS — bilateral convulsive seizures.

Therapy

JlemakuH XpoHO
1000 mr/cyT + TpruenTain
1200 mr/cyr

Right and left temporal Depakine chrono 1000 mg/day +

trileptal 1200 mg/day

DUHIENCUH peTap
1600 Mr/cyT + Kermrpa
2000 mr/cyT
Finlepsin retard 1600 mg/day +
keppra 2000 mg/day

Kenmpa 2000 mr/cyT +
terpetosn LIP 600 mr/cyt
Keppra 2000 mg/day + tegretol
CR 600 mg/day

Tonupamar 200 mr/cyt +
dunnencun 1600 mr/cyt +
KJIoHa3emnam 1 mMr/cyt
Topiramate 200 mg/day +
finlepsin 1600 mg/day +
clonazepam 1 mg/day

®Daiikomma § Mr/cyT +
tpuientat 900 mr/cyt
Fycompa 8 mg/day + trileptal
900 mg/day

DUHIIETICUH peTapa
500 Mr/cyT
Finlepsin retard 500 mg/day

N
)

HabOnwpeHnus

memmsss K OUHUYEeCKUE®
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u neeemupavyemam 2000 me/cym. Ocmomper nCUXuampom,
ACUXU1ecKUux paccmpoiicme He 8vis81eH0, 00HAKo npeodaa-
darom noeedenyeckue HapyuleHus: 0ypawiau8, NOCMOSIHHO
pyeaemcsi ¢ Mamepulo, NPOCbObL BPAHA BbINOAHAEM U30UPA-
menvHo. Koenumuenole hyHKyuL CHUINICEHb! 00 HUNCHUX npe-
0en06 803pacmHuoil Hopmbl. Beudy nogedenueckux HapyueHuil
npuHumaem Hetiposenmuk 6 Heboaviuux dozax. Ilo 3axaoue-
Huto Hetiponcuxonoea 1Q = 78 baanos, umo coomeemcmayem
NPOMEICYMOUHOMY 3HAUEHUID MeXHCOY HOPMOU U UHmenleK -
myanvHbimM Oehekmom (6epoanvhblii 1Q = 75 6annos, Hegep-
oanvubiil 10 = 80 6annos). Ilpeobradaem unepmuocms ncu-
XUHeCKUX Npoueccos, 8blnoAHsem 3a0aHus 8 60AbUUHCMEe
cayuaes npasuibHO, HO O4eHb MeONEeHHO, CHUMICEHA KOHUEeH-
mpayus 6HUMAHUsL, ObICPO UCMOWAEMCS, OMMEYAomcsl
2AeMeHMbl HaPYUeHUsl 102U1eCK020 MbliAeHUS.

Ilayuenm No 3, scenckoeo nona. Bozpacm na momenm
Habarodenus — 35 nem. Jlebrom 6 7 nem Ha ¢hone ocmpoll
PeCcnupamopHoii 8upycHoll UHgeKyuUu, nogvlueHUs memne-
pamyput meaa 0o 38 °C, 60 cHe pa3zeuncs cyo0opoXCHbLi INU-
nenmuueckuii cmamyc. «Ceemanlii RPOMeNCYMOK» COCMAasU
2 mec, 3amem paszguiacs cyOOPOICHbLIL NPUCIYN, HECMOMPSL
Ha mepanuto 6eH30nanom. B Hacmosujee apems coOXpansarom-
csl NPUCMYNbL C HApYWleHUeM U/uiu nomepei CO3HAHUS,
CAOJNCHBIMU A8MOMAMUMAMU, NOCAE NPUCMYNO8 0e30pUeH-
muposana, Headekgamua, nepuooU4eckKy 4acmoma npucmy-
nog docmueaem excedHe@HbIX. B Heeponoeuueckom cmamyce
omMmeuaromces odcueaenue pegaeKcos ¢ pyk, evicokue peg-
AEKCbl ¢ HO2, yMepeHHble KOOPOUHAMOPHble HAPYUIeHUS.
Ilo dannvim MPT 2oa06H020 moszea (3 T) éviaenrervt cmpyk-
MYpHble U3MEeHeHUsl 6 MeOUANbHbIX 0MOeaax Noaca Ae6oil
8UCOYHOL 0oau, CYOKOPMUKANLHOM 0eaoMm Geuecmae 1e60il
A106H0-memenHoll doau. Ilo danneim BOM cpednum undexcom
6 600pCcMB08aAHUU U BbICOKUM UHOCKCOM B0 CHe pecucmpupy-
emcsi pecUoOHANbHOe 3aMmedneHue hOH08OL AKMUBHOCIU 8 /e~
601l 8UCOUHOIL 001aCMU C POPMUPOBAHUEM INUAENMUPOPMHOLL
aKmugHocmu 6 eude oCMpbIX B0AH, A MAKICEe HE3ABUCUMO
6 Npasoll BUCOYHOL 001aCMU HEeBbICOKUM UHOEKCOM, 80 CHe
¢ pacnpocmpaneruem Ha A00Hble obaacmu. B cea3u ¢ pe3u-
CMEHMHOCMbIO K 1eKaAPCMEEeHHOU mepanuu U CmpyKmypHaol-
mu Hapywienusmu no danuoim MPT nayuenmka 6vira KoH-
cyavmupogana npogh. H. Xoaemxayszenom (lepmanus) ons
peuieHUs 60Npoca 0 803MONCHOCMU XUPYPUUECKO20 NeHeHUsl;
H. Xoavmxaysen enepeote svickazan npednonodxcerue o FIRES
y amoit 6oavrotl. Ipunumaem nesemupayemam 2000 me/cym
u kapbamaszenun 600 me/cym. Ilo 3akaouenuro ncuxuampa
UMEIOMCsl YMEPEHHO BblPANCEHHbIE USMEHEHUS AUYHOCHU.
s koppexuyuu nogedeHueckux paccmpoicme npuHumaem
aumuncuxomuk. Ilo pezyrsmamam Heliponcuxonoeuueckoil
duaenocmuxu 1Q = 94 6asna, umo coomeemcmeayem Hopme
(6epbanvrutii 10 = 103 6anna, nesepbanvhotii 10 = 84 6an-
aa). Ommeuaromess UHepMHOCHb, UCOWAEMOCb NCUXUYe-
CKUX NPOUEccos8, CHUdNCEHUe KPUMU4ecKux cnocooHocmeil,
Heepybble MHecmu4ecKue HapyueHUs..

Ilayuenm No 4, ycenckoeo nona. Bozpacm na momenm
Habnrodenuss — 19 nem. Jlebrom 6 9 nem. Ha gone noswiute-

Hus memnepamypusl meaa do 38,5 °C, neekux KamapaibHulX
A6AeHULL pa38UAUCH Inusenmuyeckuii cmamyc, koma I cme-
nenu. «Ceemnoeo npomexcymia» He Hadarodanoce. Ilo evixo-
0y U3 INUNENMUYECKO20 CIMAMYCA YaACMOMA 2eHepani308aH-
HbIX MOHUKO-KAOHUYECKUX NPUCMYNO08 cocmaeasnna 5—06 pas
6 cymiu. C meueHuem epemenu Ha goHe nodbopa mepanuu
(paszauunvle KOMOUHAYUY AHMUINUACNMUYECKUX NPenapa-
mo8) uacmoma npucmynos cHu3uAace. B nacmosuee epems
nayueHmKa yKasoléaem Ha NPUCMYNbL C NPedYy8cmeuem
(He modicem 00BsACHUMS), HAPYUWEHUEM CO3HAHUS, PACULUPEHU -
eM 3pauKos, 6e3 HapyuleHusl CO3HAHUSA, C MOHUYeCKUM Hanpsi-
JceHueM 8 npaegoll Hoee, a MAaKIce 6MOPUMHO-2eHEPANU308AH-
Hble (Ounamepanvhvle cyOOpOICHbIE) NPUCMYNbL ¢ NOmepel
cozHanus. Yacmoma vepezyasipnas — do 3—5 pas 6 denw, 15 oueil
6 mecay, ommeuaemcs: KAMAMEHUANbHAsl 3A6UCUMOCHb.
B Hesponoeuueckom cmamyce — CHUdCEHUe UHMEANeKMA,
Haeazuueocmu (1acmo 630bixaem,), HUCMAazM 8 KpaiiHux om-
6edenusx, 6oavule npu 83ens0e 61e60, AeeKas ou3apmpus,
peaeKcol 0dcUBAeHbL, C HO2 8bICOKUE, AeeKas NUPaMUOHas
HedocmamoyHocmb é npaesoil pyke (npody Ha aduadoxoKuHes
U NAABUEHOCOBYI0 BbINOAHSEM XYice cnpaga), 6 noze Pombep-
ea Heycmoiuuea. MPT eonoenoeo moszea (1,5 T) ne nokazana
CMPYKMYPHbIX UMEHeHUll 20108H020 mo3ea. [lo dannbim
BOM evisenena pecuonanvhasn anusenmugopmHas aKkmue-
HOCMb 8 8Ude KOMNAEKCO8 0Cmpas — MeOAeHHAsl 60NHA 8 8U-
COYHO-A00HOIL 001aCMU BbICOKUM UHOCKCOM 8 000pCME08aHUU
¢ danbHelwum Hapacmanuem 60 cHe, nepuodamu npoooi-
JHCeHHAs1, Ha (hOHe Hepe2yAaPHO20 PecUOHANbHOR0 3amedaeHue
mema- u deabma-duana3ona. Hzoauposanno peeucmpupy-
emcsl aHaN02UYHAsL AKMUBHOCMb 8 NPABOIL N0OHO-BUCOUHOL
obnacmu. Tepanus 6 Hacmosuee 8pems: monupamam
200 me/cym, kapbamaszenun 1600 me/cym, kaoHazenam
1 me/cym (npu ynawenuu npucmynos), dobaeneH aeeemupae-
mam do 2000 me/cym. Ilpu ocmompe ncuxuampom 6olseneHvl
BbIPAdICEHHOE UHMENNeKMYANbHOe CHUMNCEHUe, IMOYUOHANb-
Ho-g01e8ble Hapyulenus. [1o danHbimM Heliponcuxonouueckoil
OUaeHOCMUKY OMMeYeHbl blPANCEHHAS. UHEPMHOCMb NCUXU-
YeCcKUX npoueccos, UCMouwaeMocms, mpyoHOCMU NepeKio-
YeHUs1 GHUMAHUSL, CHUICEHIE CNOCOOHOCIU K aOCmMPasupo8aHuio,
0000UeHUI0, UCKAIOUEHUIO, CAONCHOCMU NPU COCMABAeHUU
pacckasa no COJCeMHbIM KapmuHKam, HapyuieHue MHecmu-
yeckux npoyeccog. 10 = 69 6anrnroe, umo coomeemcmayem
A€2KOU cmeneHy UHmealeKmyanbHoeo deghekma, epxHss
epanuya (eepbanvhoiii 1Q = 74 6anna, neeepbanvuolii 10 =
66 6ann08). OceedomaeHHOCMb HUZKASL, 8 ObIMOBLIX cUmMYa-
yusx pazbupaemcsi Heckoavko ayuuie. He moocem peuwums
npocmole apugmemuyeckue 3a0auu. 3ampyoHeHue 8bl3b164 -
em cpagreHue NOHAMUIL, Haxodum obobuaroujee cr080 MoAbKO
8 CambiX NPOCMbIX CAYYASX, MAKICE He MOdcem 00BACHUMb
3HaueHue c106, daem KOPOMKUe OMEemsl, He OMpaicaroujue
cmblcaa cnoga. B nesepbansnoii vacmu mecma maksce Ha-
ont0daromes 3HauumensHvle 3ampyoHeHUs NPaKmuuecku
60 6cex 3adanusix. C mpyodom Haxodum Hedocmaroujue dema-
AU HA KAPMUHKAX, Y30pbl U3 KYOUKOB GbINOAHAEM MOAbKO
npocmele, cocmasgnerue y30pog u3 9 kyoukos HedocmynHo.
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Paccka3zel no kapmunkam cocmaensem moavko HecA0dCHble,
6 bos1ee CAOJICHBIX CAYHASX He NOHUMAem CMbICAA U300padiceH-
Hoeo Ha kapmunKkax. U3 4 gueyp, komopsie Hado caoxcume
N0 4acmsm, MOJcem cOCIAasumy MoabKo 00HY, NePayHo.
Hauuenm No 5, myscckoeo noaa. Bospacm na momenm
HabaodeHus — 12 nem. llebrom 6 § rem. Ha ghone ghebpunn-
HOIl memMnepamypsl meaa npu OMCymcmeuu opyeux npusHa-
K08 3a0601€6aHUs1 80 CHe PA38UAACH CEPUsl 2eHEPAAUZ0BAHHBIX
cydopodxcHbix npucmynos. buin dezopuenmupogan, 6030y-
Jcoen, He y3nasanr mamop. «Ceemablii NPOMENCYMOK» cocma-
8un 3 mec, 3amem pazeuacs PoKatbHbiil NPUCHYN C OCAHO8-
Koil 832a10a, yAblOKOU Ha Auye, nomepeil pagHosecus
(ocedanue), nocmnpucmynusim chom. llaree npucmynst no-
emopsucs ¢ yacmomoii 1 paz 6 7— 14 oneii. Ha ghone nooodo-
pa mepanuu U 8biICOKOL 4acmomsl NPUCMYNO8 He MO2 YYUMb-
cs. B nacmosiwee epems npucmynsl Mo2ym 0blimb CepULiHbIMUL
umerom yuKaoienmuueckoe meverue, 3 munos: 1) npeouys-
cmeue (npedynpexcoaem o Hayane), 3acmMbléanue, 4y8cmeo
capa, noBMOPSIOUUECs MblCAU UAU 3pUmenbHble 00passl;
2) 6mopu1Ho-2eHeparu308anHbie (duramepatbHole cyoopoIc-
Hble) ¢ nomepeli CO3HaHUs; 3) ¢ HapyueHuem CO3HAHUS, a8~
MOMamu3Mamu, nocaedyrouum cHom. B Heaponoeuveckom
cmamyce 8blsi6AeHbl 1e2KUe KOZHUMUGHbLe HapYUleHUs, OU3-
apmpus. Ilo daunoim MPT 2on06n020 mo3zea (1,5 T) cmpyk-
MYPHbIX U3BMEHeHUIl eujecmea Mo32a He 00HAPYICEHO.
Ilo dannvim BOM ewisiéneno nepezyasproe pecUuoHANbHOE
3amedneHue 0OCHOBHOI akmueHocmu mema- u deasma-oua-
nazona no A00HbIM 00AACMAM, 80 CHE NO A0OHO-BUCOYHBIM
obaacmam 6UramMepatvHo; 60 CHe U neped CHOM eOUHUYHble
ocmpule NOMEHYUANbl 8 NPasoll A00HO-BUCOUHOL 0baacmu;
60 CHe pPecUOHANbHAS AKMUBHOCMb 8 8UOe C2PYNNUPOBAHHBIX
0CMpbIX 804H (NOAUNUKU) 8 UEeHMPAAbHOU U AAMepPanbHbiX
N00HO-meMeHHbIX 00aacmax Hu3Kum unoexcom. Ha gone
AeyeHusi nepamnanesom 8§ me/cym u okckapbazenuHom
900 me/cym wacmoma u msxjcecms NPUCMYNO8 CHUSUAUCH
boaee wem na 50 %, nayuenm choga obyvaemcs 6 wiKoae.
TIpu ocmompe ncuxuampom ommeuersl yMepeHHO GblpadiceH -
Hble KoeHumueHnble Hapyuenus. Tlo 3axaouenuro Heiiponcu-
X04102a OMMeUaromes UHEPIMHOCMb NCUXUHECKUX NPOYeccos,
ucmou,aemMocmes, MpyOHOCMU NePeKAUeHUs BHUMAHUS,
HapyweHus 00120~ U kpamkogpemerHoi namamu. 10 = 87 6an-
/108, 4O COOMBEMCMayem 603pacmuoil Hopme (8epOanvHblil
10 = 86 6annos, Hesepbanvhbtii 10 = 90 6aanos). Oceedom-
AEHHOCMb He O4eHb BbiCOKAsl, NOHAMAUBOCMb HA CPeOHeM
yposhe. Apugpmemuueckue 3a0a4u cmoe peulums mMoabKoO
npocmole, ecmb CAOICHOCIU C 80CNpUAMUEM UHGopMayuu
Ha cayx u yoepiicanuem ee 8 OnepamueHoll NAmMamu.
Ilayuenm Noe 6, xcenckoeo nosa. Bospacm na momenm
Habarodenus — 26 arem. llebrom 6 10 mec. B nacmosiuee epe-
Ms yuumcsi 8 gemepunapHom Koaneoxuce. Ha ghone nogolue-
Hust memnepamypsl meaa do 39,4 °C pazeuncs snusenmuue-
cKuUil beccydopoicHblilt cmamyc 8 gude 0AUMenbHo20 (0K0A0
CYMOK) Hapyuienus CO3HAHUs, 3a6edenus e1a3 68epx, CAl0-
HomeyeHus. «Ceemavlii NPOMENCYMOK» OMCYMCIME08A.
Ilpucmynsr ¢ nomepeil co3Hanus, MOHUHECKUM KOMNOHEH-

MoM BPOOOANCAAUCD, HACMOMOU 00 HECKOAbKUX pa3 @ Hede-
ao. Tlocmenenno ux wacmoma cHu3uAaCH HA oHe npuema
benzonana, Kk 15 eodam onu npexpamuauce. C 20 srem navu-
eHmKa nepesedena Ha Kapbamazenun. B Hegponoeuneckom
cmamyce — 1e60CMOPOHHSAA NUPAMUOHAS HeOOCMAMO4HOCHb
6 8UOe NOGbIUEHUS PeDAEKCO8 U CHUNCCHUSL CUAbL 8 KOHEYHOC-
msx 0o 4 6annoe. Ilo danuvim MPT 2on06no20 moszea (1,5 T)
04a208bIX UBMEHEHULl He BbiSI8ACHO, YMEPEHHO PACULUpPEeHbl
cybapaxnoudanvHvie KOHEEKCUMAAbHbIE NPOCMPAHCIMEA U 60-
Dp0o30bi 8 00aCIMU A0OHBIX U MEeMeHHbIX doaell. B hacmosujee
epems no danuvim BOM cna snusenmugpopmroil, namosoeu-
yeckoil akmugHocmu He ommeuero. Ilcuxuamp duaenocmu-
pyem aeekue KoeHUmueHble Hapyulenus. B nacmosuee epems
nayuenmka npunumaem kapoamaszenur 500 me/cym. Ilepuod
pemuccuu npucmynos cocmagasem 10 aem. [lo 3axnouenuro
HelUpOnCUx0/102a BbIAGACHbI UCMOUWAEMOCHb NCUXUMECKUX NPO-
yeccog, mpyoHOCMU NepeKAiOYeHUs. BHUMAHUS, HADYUleHUs.
00120~ U KPAMK08PEeMEHHOI NAMAMU, CHUNICEHUE CHOCOOHOCHU
K abcmpazuposanuro, 0000UeHU0, UCKAUMEHUIO, CAOHCHOCIU
NpU cOCMasAeHUU paccKasa no crodcemuvim Kapmuukam. 10 =
82 b6anna, umo coomeemcmayem HUNCHel epanHuye 803pacm-
Hoil Hopmbl (6epbanbubiil 10 = 89 6annos, HeeepbanbHblil
10 = 74 6anna). Jlocmamounsiii yposers 0c6e00MACHHOCU
u noHsmaueocmu. B apugmemuueckom mecme cnpagasemcs
monvko ¢ npocmuimu 3adavamu. Ca08apHblii 3anac HecKoabKo
cHuxcen. Habarooaromes mpyonocmu 6 ananuze demaneil uzo-
Opasscenus, NOIMOMY UCHBIMYEMOIU BbLIO CAONHCHO padomams
6 mecmax Ha Haxoxcoenue Hedocmarouwux demaneii, Cocmas-
JIeHUe PACCKA308 NO CHONCEMHbIM KAPMUHKAM.

HeobxonuMo OTMETUTB, YTO BCE ALIUEHTHI MOCTIE BbI-
MHUCKY U3 CTallMOHapa, OKOHYaHUST OCTPOTO TIeprUo/Ia 1Mo~
JIyJaJiu peryasapHY0 aHTURMWICTITUISCKYIO Tepanuio,
YTO He MTPEJOTBPATUIIO PA3BUTHSI TPUCTYTIOB.

Takum oOpazom, npeAcTaBIeHHbIE MALIMEHThI B LIEJIOM
cootBeTcTBYIOT KputepusaM FIRES. B ucxone ocHoBHOro
3a00yieBaHUS TTPe00IaaloT Pe3UCTEHTHBIE (POPMBI IITH -
JIETICMM, KOTHUTUBHBIC W TOBEeIeHYSCKUE HapYIIeHUs,
YTO HE TIPOTUBOPEYNT JAHHBIM JIUTEPATYPBHI.

BaxkHO 3aMeTHTb, YTO HaMeHee BhIPXKEHHbBIE KOTHU-
TUBHBIE U TTOBEICHYECKIIE HAPYILICHNS ObLTY BBISIBICHBI y T1a-
LIMEHTA, HAXOJSIILIETOCS B PEMUCCHU. DTO MOXKET CBUIIETEb-
CTBOBATb O TOM, YTO HE TOJIBKO TIOBPEXKIECHUE I'OJIOBHOTO
MO3ra B OCTPbIii Iepro/T 00YCJIOBIMBAET TSKECTh HapyLLIEHUH,
HO Y TIPOTPECCUPOBAHUE SMWIETICUM B aibHeiIeM. YeM Ts1-
JKeJiee M JOJTbILIE IIPOTeKaeT SIUIIETICHS, TeM 6oJiee BhIpaKe-
HbI HapyIlIeHVs MHTEJUIEKTA U TIOBESACHUS Y MTAIIUEHTOB.

[Ncuxuueckue HapyIIeHUsl Y HAIIUX ITAlIMEHTOB CXO/I-
HBI C HAPYIICHUSIMUA, OTTUCHIBAEMBIMM B UMEIOLLIUXCS TTy-
OMKanusIX, 2 U3 HUX TIOJIyYaloT Tepanuio HelposienTu-
KaMM JUTsl KOPPEKIIMK TTOBEAEHIECKUX U SMOIIMOHATbHBIX
pacCTpPOUCTB.

IIpu ananu3e nogdbopa Tepanuu y HallIMX MNaLeHTOB
CTaHOBUTCS OYEBUIHBIM, YTO HAMITYJITNI 3D HEeKT mocTr-
raercs IIpy KOMOMHAIMY KapbaMaselmHa,/oKcKapoa3enm-
Ha C IPYTVMU aHTUATTWIETITUYECKUMU TIpeTiapaTaMu.
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Knunuko-3anekmpo3xuedanorpadiuyeckas xapakmepucmusa
HeiipofereHepauuu ¢ HakoNNGHUEM ¥enesa B Mo3re 5-ro muna
Y Aemeii Ha npumepe 5 cny4aes

H.IO. Iepynosal, M.IO. Bo6siiosaZ, T.M. IIpeirynosa3
1000 MKJIL] «Anvpa-pumm»; Poccus, 620102 Examepunbype, ya. Bearopeuenckaa, 21;
2000 «Hucmumym demckoii Hegponoeuu u dnunencuu um. Ceamumens Jyku»; Poccus, 108840 Mockea, Tpouyk, ya. Haeopuas, 5;
STBY3 HO «Huocezopodckas obaacmuas demcekas kaunuueckas 6oavhuya»; Poccus, 603136 Huxcnuii Hos2opoo, ya. Baneesa, 211

Konmaxmor: Mapus Opvesna boovinosa mariya_bobylova@mail.ru

Heiipooecenepamueroe 3aboaeéanue ¢ HakonaeHuem jxceneza 5-eo muna (OMIM: 300894) nposeasemcs snunencueli ¢ 0e6r0mom 8 paHHem
0emckom 8o3pacme, yMCIMEEHHOU OMCMAAOCMbIO CO CMEPEOMURUAMU, HANOMUHAIOWUMY CUHOpomM Pemma, deueamenvHbiMu HapyuleHUsIMU,
Komopble 6 0emcKoM 803pacme npoxXoosm nod MAcKoil 0emcKo2o yepeGpasbHo2o napaiuya, a ¢ NOOPOCMK08020 803PACMA YCUAUBAIMCS
NpOsIBACHUS NAPKUHCOHUBMA U PA3BUBAIOMCS OCAONCHEHUS 6 8UOe MOPCUOHHOLU OUCIOHUU.

IIpedcmasaenvt ucmopuu 6one3nu 5 nayuenmox 6 eozpacme om 2,5 0o 6 nem. Podcmeennvix cészeil mexcoy cembamu nAyUeHmMoK He Gbisi6-
nerno. Dopmuposariie MOMOPHLIX HABBIKOE ObLIO HAPYUIEHO Y 8CeX Oemeli: nepedguearmcs noA3aHueM 4 nayuenmiu u3 5, camocmosmens-
Has x00bba omcymcmeyem y 6cex hayueHmok. Peuesoe pazsumue ¢ evipadxcernvimu napyuenusmu 6 100 % cayuaee — skcnpeccugHas peys
omcymcmeyem, NOHUMAaKUe pedil CHUMceHo. B noeedenuu ommeuaromes Hapyuienue Konmaxkma, MHoYycecmeeHHble cmepeomunuu. Hagoiku
Camo00CAYHCUBAHUS HE PA3BUMDbL.

B Heeponoeuneckom cmamyce @vlaeieHbl pAGHOMEPHDbLI cummempuyrbli napes 3—4 6arna (¢ 100 % cayuaes), nogvluienue MoluleHHO20
moHyca no skcmpanupamudnomy muny (40 % cayuaes), oughgysmas eunomonus mviuy 6 covemanuu c amarcueii (40 % cayuaes). YV 1 na-
yueHmKU (¢ npeobaradanuem 6 KAUHU4ecKoll KapmuHe aymucmukonodo0H020 no8edeHUst) 08UamenbHble HapYUleHUs OMCYMCMEYMm.
Maenumno-pesonancnas momozpagpus eviseunra Hecneyuguueckue usmerenus 6 100 % cayuaes (Quggysnas Kopko8o-nookopkoeas ampo-
us, emopuunas eudpouegarus ex vacuo). Y 1 nayuenmxu npu npogedeHuu NO8MOPHOL MAeHUMHO-PE30HAHCHOU momoepaguu 8 eo3pacme
6 iem 8bisi61eH 2UNOUHMEHCUBHDILL CUSHAN 8 YePHOM geujecmae U OaedHbix wapax 6 T2-pesxcume.

Dnunencus ommeuaemes 6 100 % cayuaes: cunopom Becma (1 nayuenmra), cundpom Jennoxca—Ilacmo (1 cayuaii), okanrvnas snunencus
¢ acumMmempuuHbiMU moHudeckumu npucmynamu (1 cayuaii), poxanvhas snunencus ¢ heGpuabHO-NPOBOUUPYEMbIMU 2eHEPANUZ08AHHBIMU
MOHUKO-KAOHUYeckumu npucmynamu (2 cayuas). Pemuccus 6oaee 1 eoda docmuenyma 'y 4 nayuenmox u3 5. Bviseaensi caedyrouiue snex-
mposHyehanroepaguueckue nammeprsl 00 AeHeHUs: UNCAPUMMUS C MPAHCHOPMalUeil 8 SNUAENCU) ¢ RAMMEPHOM NPOOOAICEHHOI CRALIK-
801H060U akmusHocmu 80 cHe (1 cayuaii), MyabmupeeuoHaAbHAS SNUAENMUPOPMHASL AKMUBHOCMb ¢ MeHOeHyuell K Oug@y3Homy pacnpo-
cmpaneruro u npeobaadaruem 8 A00HolU obaracmu (3 cayuas), pecUOHANbHAS FNUAENMUPOPMHAS AKMUBHOCMb 8 N0OHO-UEHMPANbHOU
obaacmu (1 cayuaii).

Cmapmosas mepanus 6a308biMU Npenapamaml 0vi1a 8biCOK0Ipexmuenoil c docmudiceHuem pemuccuu 6 3 cayuasx, 6 1 cayuae pemuccus
ObL1a docmueHyma Ha oHe 20pMOHANLHOU mepanuu, 6 1 cayuae ommeueHo coXpanerue NPUCMynog Ha oHe noaumepanuy aHmusnuen-
muyeckumu npenapamamu. Ha gone revenus unmepuxmanvhas snusenmugopmuas akmueHochs 6A0KUPOBAAAC NOAHOCMbIO 8 2 CAYHASX,
Y 0CManbHbiX 60AbHBIX MPAHCHOPMUPOBAAACH 8 D0OPOKauecmeeHHble SNUIeNMUPOpMHble nammepHbl demcmea (3 cay4as).

Karouesnte caosa: pedkoe 3abonesanue, HacredcmeeHHO-0eceHepamusHoe 3a001e8aHue 6a3anbHbiX soep, Majceads INUAeNcUs Oemcmaa,
dobpokayecmeeHHble dnusenmugopmHsle NAMMepPHsl 0emcmea, HaKonaeHue Jcene3a 8 61e0HOM wape u YepHoM eeujecmee, OUCHOHUA—
NApKUHCOHU3M, 1€6000Na, 2eHemu4ecKas demenyus, cunopom Pemma ¢ naxonaenuem xcenesza 6 bazanvhvix sopax, mymauus é eene WDR45,
NPUBHAK «2Aa3a MUpa» Ha MASHUMHO-DE30HAHCHOU MOoMOZpamme

Jlas yumuposanusa: Ilepynosa H.IO., boovinosa M. IO., [Ipvieynosa T. M. Kiunuxo-anekmposnueganroepapuueckas xapaxmepucmuxa
HelipodeeceHepayuu ¢ HaKONAeHUeM diceesa 6 mosee 5-20 muna y demeli Ha npumepe 5 cayuaed. Pycckuil acypHan 0emcKoi Hegponoeuu
2020;15(1):47—61.

DOI: 10.17650/2073-8803-2020-15-1-47-61

CLINICAL AND ELECTROENCEPHALOGRAPHIC CHARACTERISTICS OF NEURODEGENERATION
WITH BRAIN IRON ACCUMULATION TYPE 5 IN CHILDREN ON THE EXAMPLE OF 5 CASES

N. Yu. Perunoval, M. Yu. Bobylova?, T.M. Prygunova®
! Medical Consultative and Diagnostic Center “Alpha-rhythm”; 21 Belorechenskaya St., Yekaterinburg 620102, Russia;
28vt. Luka’s Institute of Child Neurology and Epilepsy; 5 Nagornaya St., Troitsk, Moscow 108840, Russia;
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Neurodegenerative disease with brain iron accumulation type 5 (OMIM: 300894) manifests itself with early-onset epilepsy, mental retardation
with stereotypies that resemble Rett syndrome, and motor disorders under the mask of cerebral palsy in childhood; since adolescence, patients
usually have aggravation of parkinsonism and develop complications, such as torsion dystonia.

We analyzed medical records of 5 female patients aged between 2.5 and 6 years. There were no family relationships between patients’ families.
All children had problems with their motor skills: 4 out of 5 patients could only crawl; none of them could walk independently. We also observed
severe speech disorders in these patients: they had no expressive speech along with reduced understanding of speech. Their behavior was
characterized by contact disorders and multiple stereotypies. All children had no self-service skills.

The assessment of neurological status demonstrated uniform symmetrical paresis (score 3—4; 100 % of cases), increased muscle tone of the extra-
pyramidal type (40 % of cases), and diffuse muscle hypotension with ataxia (40 % of cases). One patient (with autistic-like behavior) had no
motor disorders.

Magnetic resonance imaging showed non-specific changes in 100 % of cases (diffuse cortical/subcortical atrophy, secondary hydrocephalus
ex vacuo). One patient was found to have hypointense signal in the substantia nigra and globus pallidus on follow-up T2-weighted magnetic
resonance images obtained at the age of 6 years.

All patients presented with epilepsy: West syndrome (n = 1), Lennox—Gastaut syndrome (n = 1), focal epilepsy with asymmetric tonic seizures
(n = 1), and focal epilepsy with febrile generalized tonic-clonic seizures (n = 2). Remission for more than 1 year was achieved in 4 out of 5 pa-
tients. The following electroencephalographic patterns were identified before treatment initiation: hypsarrhythmia with transformation into
epilepsy with a pattern of continued spike-and-wave activity during sleep (n = 1), multi-regional epileptiform activity with a tendency to dif-
fuse spread and predominance in the frontal region (n = 3), and regional epileptiform activity in the frontocentral area (n = 1).

The initial therapy with first-line drugs was highly effective and ensured remission in 3 patients; one patient had remission in response to
hormone therapy, one patient continued to have seizures despite polytherapy with antiepileptic drugs. Interictal epileptiform activity was
completely blocked by treatment in 2 cases; the rest of the patients had transformation of epilepsy into benign epileptiform discharges of child-
hood (n = 3).

Key words: rare disease, hereditary degenerative basal ganglia disease, severe childhood epilepsy, benign epileptiform discharges of child-
hood, iron accumulation in the globus pallidus and substantia nigra, dystonia—parkinsonism, levodopa, hereditary dementia, Rett syndrome
with iron accumulation in the basal ganglia, mutation in the WDR45 gene, eye-of-the-tiger sign on magnetic resonance images

For citation: Perunova N.Yu., Bobylova M. Yu., Prygunova T. M. Clinical and electroencephalographic characteristics of neurodegeneration
with brain iron accumulation type 5 in children on the example of 5 cases. Russkiy zhurnal detskoy nevrologii = Russian Journal of Child

Neurology 2020;15(1):47—61. (In Russ.).

Onpepnenexue

HeiiponereHepalis ¢ HaKOIUICHHEM XeJie3a B MO3Te
5-ro turma (HH2XKM-5) — X-cuemnineHHoe HelipoaereHepa-
THBHOE 3a00JIeBaHNE, XapaKTepu3yloleecsl TPYTHOKYpa-
OeJIbHOI 3MUJIETICUEe U INI00abHOM 3a1ep>KKOM pa3BUTHS
B paHHEM JCTCTBE C MOCICAYIOINM MEIUICHHBIM TEMIIOM
VIIyYIIeHUS] TBUTATEIBHBIX U KOTHUTUBHBIX (DYHKIIMIA
IO TIOIPOCTKOBOTO MEPUO/IA 1 ITOCTEIICHHBIM YXYIIIICHM -
€M COCTOSTHUSI BO B3POCJIOM BO3pacTe, C pa3BUTHEM IIPO-
TPECCUPYIOIICH TMCTOHUY, TAPKMHCOHN3MA 1 JEMEHIINN.
I[TaTOrHOMOHMYHBII CMMIITOM IO TaHHBIM MarHUTHO-pe-
3oHaHCHOU ToMorpadum (MPT) — HakoruieHue Xee3a
B YepPHOM BEIICCTBE M, B MEHBIIIEH CTeIICeHHU, B OJICIHOM
mrape [4, 14].

Hemopus usyyenus

HeBposnoram xopol1i1o u3BeCTHO PEAKOE HACIECTBEH -
HO-JereHepaTuBHOE 3a00JieBaHUe Oa3ajbHBIX siaep — 00-
ne3nb lannepBopnena—Illnarma, cBsizaHHasl ¢ HaKOIUIe-
HHEM XKeJ1€3a B HEPBHOM CUCTEME, U €€ ITATOTHOMOHWYHBIA
cumnToM 1o gaHHeIM MPT — «rnasza turpa». I1lo mepe
pPa3BUTHSI TOUHOCTU T€HETUYECKON TUAarHOCTMKU OKa3a-
JIOCh, YTO CYIIECTBYET lLiejiasl rpyIna reHeTU4eCKu, naTo-
TEHETUYECKU U KIIMHUYECKU Pa3HOPOIHbBIX 3a00JI€BAHUI,
KOTOpbI€ O0BEAMHSIIOT OTJIOXKEHUE XKejle3a B BEIECTBE
MO3ra M CBsSI3aHHAS ¢ 9THM KJIMHUKA (IeMEHIINS, TUCTO-

HUSI, TAapKUHCOHU3M, SIUJICTICHS, BDEMEHHOE yJIyYIle-
HUe Ha (poHe mpueMa JeBomoIbsl). KnnHudeckas KapTu-
Ha HH2KM-5 6puta onucana B 2009 r. mon Ha3BaHUEM
SENDA (Static Encephalopathy of childhood with Neuro-
degeneration in Adulthood — Henmporpeccupymooias aeT-
cKas sHIedaaonaTyus ¢ HelipoaereHepalumeil BO B3po-
cioM Bo3pacte) [5]. CBsa3b ¢ reHoM WDR45 yctaHOBIIeHA
B 2012 r. [19]. IlepBoe meranpHOE ONMMCAHUE KIMHUYC-
CKOM KapTUHBI 5 mauuMeHToK U3 SInoHuu npeacTaBiaecHoO
H. Saitsu 1 coasT. [18]. ¥ 00JbHBIX STTOHOK B BO3pacTe
28—50 net ObUIM OOHAPYXKEHBI 5 Pa3IUYHBIX MYTallWii
WDRA45 de novo. ITanenTKM HaYanu xoguTs B 1,5—3,0 ro-
JIa, pedb OTCYTCTBOBaJa JIMOO OTMEYAINCh CIMHUIHBIC
cnoBa. Perpecc Hauancs ¢ 23—30 neT ¢ AeMeHIIuu, 3aTeM
Pa3BIWINCH TMCTOHUS, MTAPKUHCOHU3M (aKUHETUKO-PH-
rugHast ¢hopMa), Impu 00CIeIOBaHUN 4 KEHIITUHBI ObLIN
JieXaynMmu, | ImanmeHTKa MoJIb30Bajlach MHBAIUIHBIM
KpecJioM; y 3 OTMEUeHBI paccTpoiicTBa moseaeHus. MPT
TOJIOBHOTO MO3Ta XapaKTepHU30BaIach OTJI0XCHUEM XKe-
JIe3a B YepHOM BelllecTBe (C «<HUMOOM» TUIIEPUHTEHCHB-
HocTu B pexume T1) u 6aenHoM 1ape (6e3 cumnToMa
«TJ1a3a TUTPa») B COYETAHMUM C HapacTaloIlei 1epedpaib-
HoM aTpodueii.

B Halueit ctpane nepsasi IyOJMKauus, IIOCBSILEHHAs
00Ie3HSIM HaKOIUIeHUS XeJe3a, mpuHamiexut E.JO. 3a-
xapoBoii u . E. Pynenckoii (2014). B Haimeit craTtbe MBI



IETCKOM
HEBPOAOT UM

MPUAECPXKUBAEMCSI TEPMUHOJIOTUU U COKPAIIEHUI Corjiac-
HO 3TOi nyonukauuu [1].

CUHOHUMBI U HOMEHKNamypa
CUHOHUMBI:

— HelipoJereHepalys ¢ HaKOIUICHUEM XeJie3a B MO3Te
(HH2XM) (Neurodegeneration with Brain Iron Accu-
mulation, NBIA);

— BPAN (Beta-Propeller scaffold protein-Associated Neuro-
degeneration). O603HavYaeT coKpallleHHOe Ha3BaHMe
KoaupyeMmoro 0eka;

— SENDA.

Kon HH2XKM-5 cornacHo MexayHapoaHoii 0asze
OMIM - 300894.

leHemuka

HeiiponereHepalusi ¢ HAKOIIJIEHMEM XeJje3a B MO3Tre
5-ro TMIIa BbI3BaHa IeTepo- WU FreMU3UTOTHOI MyTaluen
de novo B rene WDR45 Ha xpomocoMe Xpll. bone3nn
MMeEET peIKMid TUIl HacJaeqoBaHUsl — X-CLEeIJICHHBIN J10-
MUHAHTHBINA. BceTpeuaercs: moBceMecTHO. B HacTosIee
BpeMsI OOJIBIIMHCTBO ONIMCAHHBIX CIyYaeB COCTABIISIIOT
JKEHIIWHbI, B MOAABJISIIONIEM OOJBIIMHCTBE C MyTallMei
WDRA45 de novo. MeXnonoBBIX pa3Iuynii B TeUeHUN 00-
JIE3HU HE OMNMCAHO, YTO IT0KAa HEe HAIIO OOBSICHEHUS,
MOCKOJIbKY OOBIYHO X-CLETJIEHHbIE JOMWHAHTHbIE 0071€3-
HU JICTaJIBHBI 111 My>K4rH. M3BecTHO 2 cirydas: ¢ T0JI0-
BbIM MO3aULIM3MOM U C T€peaayeit MaTOreHHOU MyTaliuu
WDRA45 ot heHOTUITMYECKY 300POBOI MaTepu ¢ X-MHaK-
TUBaLMei. boabHBIC JKEHCKOTO IT0JIa HEe TEPSIIOT (DEePTHIIb-
HOCTH, TTALIMEHTBI MY>KCKOT'O T10J1a HE OCTaBJISIIOT IOTOMCTBA.

Yacmoma Bcmpeyaemocmu

CymmapHag yacrota Bcex cirydyaeB HH2KM cocrasns-
et 1-3 Ha 1 MaH Hacenenuss. HHXKM-5 aBnsiercs upes-
BBIYATHO peaKuM 3abosieBaHMeM — Ha Iepuonx 2017 T
B JIUTEepaType ONMUCcaHO Bcero 45 cinydaes [4].

Knaccudurayus

HeiiponereHepalmy ¢ HaKOILUICHUEM 3KeJie3a B MO3Te
MpeACTaBIISIIOT COO0M HapyllleHre 0OMeHa MeTaJlJIOB, re-
HeTndecKas Kilaccudukauus mprBeaeHa B Tao. 1. C kim-
HUYECKON TOYKU 3pCHUS 3TO 3a00IeBaHHE OTHOCHUTCS
K ITOJKOPKOBBIM JiereHepauusim [1].

RnuHuyeckue npoAsnexus

3aboneBaHue nporekaeT B 2 ctaguu. [lepBas cragusa
MIPUXOIUTCS HA IETCKUIA BO3PACT 1 XapaKTePU3YETCs TPU-
aIION MPOSIBJIICHUI, BKJIIOYAIOIIEH 3aMEeIJICHHOE Pa3BUTHUE,
SIUJIETICUIO, ayTU3M. BTopast cranus 3abojieBaHUST — per-
pecc — HaunHaeTtcsd B 15—25 net. Ha niepBbIii rutaH BBICTY-
MMaeT AeMEHIIMS ¢ IBUTAaTeIbHBIMU HAPYIICHUSIMU (IIPO-
rpeCcCUpPYIOINi TApKUHCOHU3M — TUCTOHUA) [7, 12].

B nerckom Bo3zpacte kiimHu4eckasi kaptuHa HH2KM-5
OYEHb MOX0XAa Ha TAKOBYIO IIPU ACTCKOM IiepeOpaIbHOM

mapanude. OOHAKO TSLKECTh IBUTATEIBHBIX M OCOOCHHO
MNCUXWYECKUX HAPYIICHU HE KOPPEIUPYET C MaTOJIOIUe
IIepUHATAIEHOTO TIEPHOAA U TTOCTTUIIOKCTICCKIMU U3ME-
HeHusIMU 110 faHHBIM MPT. ¥V B3pociibiX yMCTBEHHasI OT-
CTaJIOCTh C OTCYTCTBHMEM PEUM ITOCTEIIEHHO TPaHC(HOPMHU-
pyercs B nieMeH1u0. [Tocie 20—30 et 60s1e3Hb HAYMHAST
HEYKJIOHHO IIPOrpecCUpOBaTh — HAPACTAIOT IKCTpaIU-
paMumHbIe HapylieHus (OpaguKWHE3HUsl, pUTUIHOCTD
MBIIIIII, TpeMOop, AucToHUs), tpu MPT, momumo «ria3
TUTpa», OTMEeYaeTCs aTpoGhus MO3KedKa U KOPBI 0O0JIb-
IIIOTO MO3Ta.

Omunencud. [To nanueiM A. Gregory, M.A. Kurian
(2017), smmtencust neGIOTUPYET Ha 1-M roay Xu3HU, He-
penko ¢ (peOpmIbHBIX Cymopor. IIpuCTyIBl 9acTo IMOIH-
MopdHbIe (abcaHChl, TOHUYECKHE, TOHMKO-KJIOHUYECKHE,
MHOKJIOHNYECKHE), (POKATbHBIE, SIUICIITUYECKIE CTIa3-
Mbl. TeuyeHune 3nUIIeTICuy OOBIYHO (papMaKOPEe3UCTEHTHOE.
Cunapowm Becra Tpanchopmupyercs B cuHapoM JIeHHOK-
ca—Iacro. [Tocrne mydepTaTa MPUCTYIIBI CTAHOBSTCS Jierye [4].

KornutusHbie Hapymenus. [1o6anbHas 3aaepxKa pa3-
BUTHS 3aMeTHA ¢ 1-ro roga Xu3HU. XapakTepHbl OeIHbII
JISTIET B MJIICHYECTBE, OTCYTCTBHE SKCIIPECCUBHOM peuH,
TsDKeIasi yMCTBEHHAST OTCTaI0CTh. OIMMcaH eMMHCTBEHHBIN
cJlyyail, Korjaa IalueHT TOBOPUJI HECKOJIbKO ciioB [11].
HesicHo, BBI3BIBAET JIM SMIICTICHS TAKYIO 3aIePXKKY pas3-
BUTHUS WIM 3aJepKKa SIBIISICTCSI CAMOCTOSTEIBHBIM IIPO-
siBiieHeM. HecoMHEHHO, 4TO TspKenble MOJIMMOpPdHBIS
IIPUCTYIIBI YCYTYOJISIIOT HAPYIIIEHUSI KOTHUTUBHBIX (DYHK-
uuii [4]. Tem He MeHee B MoJ10m0M Bo3pacte (20—25 ner)
0OJIbHBIC HAYMHAIOT TEPSITh M T€ HEMHOTHE HABBIKU, KO-
TOPBIMU OBJIAEIN, M Y HUX pa3BUBACTCS JEMEHIINS.

IToBenenyeckue HapymeHusi (ayTUCTUKOIIOMO0OHOE I10-
BeneHue). [loBenenue u crepeoTUINy (MOIOIINE IBIKE-
HUsS pyK, OpyKCH3M, HapyllleHHe CHA) OBIBAIOT ITOXOXH
Ha TakoBbIe TIpu cuHapome Perra [6, 7, 13]. Y HekoTOpBIX
JIeBOYEK daxke HAaOIIOmaeTCs 3amepKKa IbIXaHMSI, XapaK-
TepHas s cuHapoma Perra [20].

JIBuraTesbHble HApYIIEHUS B 1I€TCKOM Bo3pacte. boJib-
mwuHcTBO aeteii ¢ HH2KM-5 He oBnaageBaloT HaBBIKOM
CaMOCTOSITENbHOM X0nbObl. B peakux ciydasix 60JbHOMI
XOIUT aTaKTUYE€CKOM MOXOAKOM Ha IIMPOKO PaCCTABJICH-
HBIX HOTaX. DTOT 3TaM JUINTCS HECKOJIBKO JIET, IIOCTIE YeTO
CaMOCTOSITeNIbHAS XOMb0a CTAHOBUTCSI HEBO3MOXKHOM M3-3a
HapacTaHUsI TUCTOHUU. B IepBbIe TOOBI XXN3HU MOXKET
OTMEYaThCs YMEPEHHOE MOBBIIICHNE MBIIIIEYHOTO TOHYCA,
KOTOpPOE He TpeOyeT MENMKAMEHTO3HOTO JIEUEHUS U XOPO-
1110 OTBEYAeT Ha JBUraTejibHyl0 peabunuTaluio. Menkas
MOTOpHKA y MAIIMEHTOB HapyIlleHa. XapaKTepHa allpaKCHst
PYK, Kak 1ipu cuHapome PeTra, T. €. pU3MIECKUX OrpaHu-
YEHMI UTSI TOTO, YTOOBI IIOJIb30BAThCS pyKaMH, y peOeHKa
MOXET He ObITb, HO peOEHOK He HUIpaeT UTPYILIKAMMU,
He MOXET OpaTh MPEAMET WU YAEPXKMBATh €T0 B PyKe; PU
5TOM HETIPEPHIBHBIC CTEPEOTUIIMH B PyKax JEMOHCTPHUPYIOT
OTCYTCTBHUE Mape3a. AIIpakcus pyK IIPUBOINT K TSKEI0M
COLIMAJIbHOM Ae3aallTallii, TTOCKOJIbKY JeTH HE YMEIOT
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Taomuna 1. Heiipodezenepauuu c nakonaenuem xcenesza 6 mosee (yum. no E. FO. 3axaposoii, I'. E. Pyodenckoii, 2014)

Table 1. Neurodegeneration with brain iron accumulation (according to E. Yu. Zakharova, G. E. Rudenskaya, 2014)

Name (synonym)

HHXM-1 (PKAN, 6ose3ns [amepBopaeHa—

IImaria) PANK2
NBIA-1 (PKAN, Hallervorden—Spatz disease)
HHXM-2 (PLAN) #PLAJG6

NBIA-2 (PLAN)

HH>KM-3 (HeiipodepputruHOTIaTHS) FTL
NBIA-3 (neuroferritinopathy)

HHXM-4 (MPAN)
NBIA-4 (MPAN)

HHXM-5 (SENDA, BPAN)
NBIA-5 (SENDA, BPAN) WDR45

C190rf12

AllepynoriasMuHEMUsT CcP
Aceruloplasminemia

FAHN (SPG35) FA2H
Bonesnn Kydhop—Paxeb (mapkunconunsm 9)

Kufor—Rakeb syndrome (Parkinson’s disease 9) ATP1342
Bbonesnr Bynxayca—Cakatu DCAF17
Woodhouse—Sakati syndrome (C20rf37)

Inheritance pattern Proportion among all
NBIA, %

20p13 AyTOCOMHo—peueccyIBHoe 35_50
Autosomal recessive

22q12 AyTOCOMHo—peuecc_I/IBHoe 15-20
Autosomal recessive

AyTOCOMHO-TOMUHAHTHOE
19913 Autosomal dominant <1

19q12 AyTOCOMHo—peuecc_I/IBHoe 6—10
Autosomal recessive

X-clemIeHHoe JOMUHAHTHOE 9
Xpll X-linked dominant =20

3923 AyTOCOMHo—peuecc_I/IBHoe <1
Autosomal recessive

16423 AyTOCOMHo—peuecc_I/IBHoe <1
Autosomal recessive

1p36 AyTOCOMHo—peuecc_I/IBHoe <1
Autosomal recessive

2q22 AyTOCOMHo—peueccyIBHoe <1
Autosomal recessive

Ilpumenanue. HHXKM — Heiipodezenepayusi ¢ HaKonaeHueMm ycene3a 8 mosee.

Note. NBIA — neurodegeneration with brain iron accumulation.

caMU JIepXaTh JIOXKY, €CTh, pa3aeBaThcs U T. 1. Bo B3poc-
JIOM BO3pAacCTe MOSIBIISIIOTCS, a 3aTeM ITOCTeTICHHO HapacTa-
JOT TUTIEPKUHE3BI M1 PUTUAHOCTD. JIMCTOHUST OOBIYHO Ha-
YMHAETCS ¢ BEPXHUX KOHEUHOCTel. Takske Imporpeccupyer
NAapKUHCOHM3M, KOTOPBIM IPOSBISETCS BEIPAKEHHOM
OpaguKUHE3UEe, PUTHUIHOCTBIO, «IIepeTaThiBAHUEM»,
maTkocThio. Tpemop HabomaeTcsa He BO BCeX Caydasx.
JMCTOHUS ¥ MapKMHCOHMU3M BHAYaJIe XOPOIIIO OTBEYAIOT
Ha Teparuio JIEBOAOION, HO IO Mepe TeUSHMST 3a00J1eBa-
HUS Ha (poHE TepaItnu MOSIBIISIIOTCS JIEKapCTBEHHBIC THC-
KMHE3WH, TpeOyole OTMEHBI Tepanuu [4].

Hapymenus cHa SIBISIIOTCS YacTOM XKano0oii ponuTe-
neit maumenToB. s nereit c HHXKM-5 xapakrepHb! yko-
pOYeHME CpeaHel MPONOIKUTEILHOCTY CHA, HApYIICHUS
¢assl OBICTPOTO CHA, TUIIEP- WIM TUIIOCOMHOJIEHTHOCTD,
TaHIYIONIMEe ABKEHUS TJ1a3 TPy 3achimanuu [7]. Diek-
TposHIedanorpadus (33I') cHa MOXeT ITOKa3bIBaTh Ha-
pacTaHne MHIEKCA SMIICNTU(MOPMHON aKTUBHOCTH, OT-
MEUYaTCsS SNUICNITU3NPOBAHHBIC MaTTEPHBI CHA.
[IpobremMa cCoO CHOM MOXET COXPaHSITHCA M Y B3POCIBIX
OOJIBHBIX (HAIIpUMED, IPEPBIBUCTHII COH) [12].

IIpn o TabMOIOrHIECKOM HCCIIEI0BAHUN Y TIAIIMEHTOB
OIMMCaHBI OMIaTepaabHask KOJI0OOMa CETIaTKM, BBICOKASI
CTeleHb MMOIIMM, aCTUTMATU3M, CIIOHTAaHHas OTCJIOIKa

ceryatku (y 7 u3 23 maumeHTtoB B rpymme S.J. Hayflick
1 coaBt.) [7]. [ABycTopoHHSIS aTpodust 3pUTEIIEHBIX HEPBOB
MOXET COYETAThCSI C HEPOCEHCOPHOM TyroyXocThio [17].
Hapymenns npuema mimu. 17151 neteit paHHEro Bo3pa-
cTa XapakTepHBbI aucdarus (CprlrMBaHUe, HETIEPEHOCH-
MOCTb OIpeAeICHHOM TEKCTYPhI MMIIM, ONEPXUBAHKE)
u actimpauus. B HeKOTOphIX cltydasix racTpoa3odareaib-
HBIH pedITIoKC TpedyeT XMPpyprudeckoit KoppeKumnu. Xpo-
HUYECKasl aCIUpalus IPUBOIUT K YXYILLIESHUIO HEBPOJIO-
rMYEeCKOro cratyca (YCKOpSIeTCs paciiaj, KOTHUTHUBHBIX
(YHKIIMI, HapacTaeT AMCTOHMS) U Ie(UIIUTY MAcChl TeIa.
Jannsre MPT. /115 manimeHTOB paHHETO BO3pacTa Xa-
pakTepHbI HecreluduuecKasi TMIIOMUETMHU3ALNS U TH-
IOILIA3K MO30JIMCTOrO Tejla. XapakKTepHOe MOBBILICHKE
CUTHAaJIa OT MOJKOPKOBBIX sIIEP BBISBJISETCSI C BO3pacTa
5 ner m moznHee [9, 17]; marorHoMoHnyHO B T1-B3BenreHHOM
M300paXkeHUH MOBBIIIEHNE CUTHAIA BOKPYT TUIIOMHTEH -
CHUBHOI1 LIEHTpaJIbHOI YacTH YepHoro BenecTBa. B T2-B3Be-
LIEHHOM M300paXXeHMU — TMIIOMHTEHCHUBHBIM CHIHAJ
B YEpHOM BellleCTBe M OJIEAHBIX IIapax. Takske HaOmoaa-
eTcs LepebdpaibHas 1 Mo3xkeukoBast arpodust [6, 10, 18].
Mopdonorndyeckme HaX0IK/A OIMCAHBI Y TTAIMEHTKH,
CKOHYaBIIIEeICS OT THEBMOHMHU B Bo3pacte 27 eT. Bhiss-
JIEHBI aTpo U MO3XKe4YKa, yTOHYCHHE HOXEK MO3XeuKa,
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cepo-4YepHOE OKPAIIMBAHME YSPHOTO BEIIIECCTBA 1, B MEHb-
111e¥t cTerneHu, oeaHoro 1apa. YepHoe BellecTBO 1 O1el-
HBII IIap coAaepKaau OTIOXECHMS Xejle3a, aKCOHBI MX
HEHPOHOB MMeH cheprueckyio hopMy (Kak U B IPYIUX
caydasx HH2XKM) [7]. Takke orMeuyaeTcsl yMEHBIIIEHUE
KOJIMYeCTBa HEMPOHOB B 00JIbIIOM Mo3re [15].

DudthepenuuanbHblii AuarHo3

Knmunaunueckas kaptuna HHXKM-5 (dbapmakopesu-
CTEHTHas SIWIETICHUS B IETCKOM BO3pacTe, 3afepKKa pas-
BUTHS, TIEPEXOASIIAsl B YMCTBEHHYIO OTCTAJIOCTh, Hapy-
IICHUS TOBEICHUS, OBUTATEJIbHBIC pPacCTPOMCTBA)
BCTpedaeTcsl pyu 0YeHb MHOTHUX 3a00ieBaHuSX. OOBIYHO
TaKWe AeTH JOJITO HAOIIOHAIOTCS ¢ TMAarHO30M JIETCKOIO
nepedpanbHoro napanmya. Cpean HacleACTBEHHBIX 3200-
JieBaHMi T depeHINATbLHBINA JUarH03 BKITI0YaeT CUHIPO-
MbI PeTTa 1 AHrenbMaHa, anuienThIeckKue sHiedanona-
THU. DTAIeNTUYecKre sH1edanonatiu, kak 1 HH2KM-5,
COITPOBOXKIAIOTCS] HECKOJIBKMMHU BUIAMM SITAICITHUSCKIX
IIPUCTYIIOB M KOTHUTUBHBIM AcechuiintoMm. B mudbdepeH-
IIMAJILHOM ITMAarHo3¢ OYeHb BaxkHA HEMPOBU3YaIM3aIlHs.
OnHako M3MEHEHMS B 0a3aJIbHBIX SIApaxX ITOSBIISIOTCS
TOJIBKO B IITKOJIBHOM BO3pAcTe, a 10 3TOTO IIPH ITPOBEACHUH
MPT crnieundurueckux M3MeHEeHU He 0OHApYKMBAIOT.
IToatomy ¢ npyroii cTopoHb! UM dEepPeHIINATLHOTO psita
HaXOISITCS pa3IMYHbIC HAC/IeICTBEHHO-IeTeHePATUBHEIC
3a00JIeBaHNS, COITPOBOXAAIOIINECS TUIIEPKUHE3aMHU, TIpe-
XKIe BCEro, TUCTOHMEH M MapKMHCOHU3MOM. B orinuuune
OT ApYrux BUAOB HakoruieHus xeyneza HHZAKM-5 xapak-
TEePU3YeTCS MIPEUMYIIECTBEHHBIM MOPaKeHUEM YEPHOIO
BemiecTBa (mpu octaabHBIX Bumax HH2KM Gombiie cTpa-
JaeT OJIieHBIN 1I1ap).

luarHocmuka

JnarHo3 ycTaHaBIMBAaeTCSI Ha OCHOBAaHUHM MOJIEKY-
JISIPHO-TE€HETUYECKOTO MCCIeA0BaHUs (TIaHelb TeHOB,
CEKBEHMPOBaHME 9K30Ma WJIM TEHOMA): IIJIST JIUIL JKEHCKO-
0 I10JIa KpUTePUEM NUATrHOCTUKU SBJISIETCS BBISIBIICHUE
reTepo3uroTHoii Mmytauun WDR45, nna nui MyXXCKOTo
IT0JIa — TaKXKe BBISIBJICHHE T€MU3UTOTHOIN MyTalliM TeHa
WDR45 wnu ero yactuuHoii aeneunu [2]. ComaTnyeckuii
MO3auIIM3M, TO-BUAMMOMY, BCTpEYaeTCsI KpaliHe PelIKo
[3, 7, 21]. I1Ipu BeISIBIEHUU MyTallK 00sI3aTeJILHO ITPOBO-
IISIT TIOATBEpKIeHUE 10 MeTony CaHrepa TapreTHbIM aHa-
Jm30oM. [IpakTuyecKt HEeBO3MOXKHO 3aII0A03PHUTh y TIAIlH-
enta HH2KM-5 Ha ocHOBaHMU KJIMHUYECKOU KapTUHBI,
YTOOBI HA3HAYUTDH Cpa3y TapreTHHIN aHanu3 reHa WDR45,
ITOCKOJIBKY CYIIECTBYET 1IejIast TpyIIia 3a00JIeBaHMI C JIe-
MEHLMEN, TUCTOHUEN — NAaPKWUHCOHU3MOM U SIUJIETICU-
eif. Ho 1 cexBeHMpoBaHMe ITaHEIM T€HOB HE BCEraa Io-
3BOJISIET BBISIBUTH MYTallMIO, MOTOMY 4TO TeH WDR45
He BCerna BXOIWUT B IaHEJIbh B ITaHHOW JIaOOpaTOPUM.
C 37011 TOUKHM 3peHus1 6osiee MHGOPMATUBHO CEKBEHUPO-
BaHME BCETO TeHOMa. DTOT METO/] TOMOTAET BbISIBUTH 1aXe
MO3aUIIU3M.

TepaneBmuyecxoe BefieHue 00NbHBIX

¢ HellpogerexHepauueil ¢ HaKonJeHUeM Henesa

B M0O3re 5-ro muna

B anroput™m Benenus naureHtoB ¢ HH2KM-35, peko-
MEHIOBAaHHBIN aMEPUKAHCKIUMM CITeIINATNCTAMU 110 U3-
yueHHIo JaHHoro 3aboneBanus (A. Gregory, M.A. Kurian,
2017) [4], BKITIOYEHHI:

— OIICHKA HEBPOJIOTUYECKOTO CTaTyca U YPOBHS KOTHU-
TUBHBIX QYHKIMI (aKIIEHT Ha OIICHKE IBUTATEeIbHBIX
(byHKIIMIA, KaueCTBe PEYCTIPOMIHOIICHUS U CI0BAP-
HOT0 3ar1aca, Impoiieccax IpruemMa iy (;KeBaHue, IJI0-
TaHUE) U CHA);

— BUnIe0-D DI -MOHUTOPHHT C LIEJIBIO BLISIBIIEHUS CKPBITHIX
MIPUCTYNOB, TUIICAPUTMUMU, APYTUX SMUWIENTUPOPM-
HBIX TTATTEPHOB, KOTOPHIE CAMH I10 Ce0e SIBJISIIOTCSI TI0-
Ka3aHWSIMU JUISI Ha3HAYCHUST aHTUAMUJICIITUYSCKIX
TpenapaToB;

— cucTeMaTtnyeckas yiedeOHasi (U3KyIbTypa, 3aHSATHS
¢ medeKToI0roM (KOppeKIus (PyHKIIUIA PYK) U JIOTO-
nenoM (KOppeKIus TU3apTpUM, TUChHarum);

— peryisipHOe HabJoaeHNe 0 TaTbMOJIOTa;

— KOHCYJIbTaIUs JUETOJIOTa, HyTPUIIMOJIOTa;

— KOHCYJIbTaIlUsI KIIMHNYECKOTO TeHETHKA.

JleyeHue

Tepanus HH2KM-5 umeet orpaHu4yeHHbIE BO3MOX-
HocTU. HagexXnbl Ha iedeHrMe KOMIUIEKCOHAMM (XeJaTa-
MH) XeJle3a MoKa He OIpaBIajIiCh.

JleyeHue nBurare/ibHbIX Hapymenuii. B nerckom Bo3pa-
cre npuMeHsioT Boiita-tepanuio, bobaT-Tepamnuto, agar-
TUBHYIO (PU3KYIBTYPY; TTocie 3—5 JieT rmokKa3aHa colia-
JIM3anus B CHeNUAIN3UPOBAHHBIX OETCKMX IIEHTpax
WIM 00pa30BaTeIbHBIX YIPEKICHUSX COTIIACHO MHINBH -
JlyaJIbHOM MporpaMMe peabuIuTaluu C y4€TOM PEKOMEH-
AUUNA TICUXOJI0T0-MEINKO-TIENArOTUYECKONH KOMUCCHUH,
B TSIKEJIbIX ClIydasiX — obecrieueHre peaduaidTaluuy Ha 10-
My, IOMOIb COLIMANIbHOTO Iiefaarora. Koppexuus napy-
WeHUull KPYnHOU MOMOPUKU OCYLIECTBIISICTCSI C IIOMO-
IIbIO JIeYeOHOM (PUBKYIBTYPHI, 1IeJb KOTOPOil B TOM,
yTOOBI OOYYUTH MALMEHTAa BO3MOXHBIM CII0OCO0aM camMo-
CTOSATEILHOTO MIEPEABIKCHMS U CHU3UTD PUCK ITO3THUX
OPTONEANYECKMX OCJIOKHEHMI (KOHTPAKTYp, CKOJIHMO3a,
BBIBMXA Ta300eApEeHHBIX cycTaBoB). [loMuMo JieueOHOM
GU3KYILTYpPBl peKOMEHIyeTCsl obecreyeHrue 00JIbLHOro
cpencTBaMM peadbuauTauu (KOJsicKa, XOOYHKH, CTYJI
IJIsT KyIaHWs, CTYJ IJIsI KOPMJICHUSI, OPTe3bl U IIp.).
B ciygasix BEIpakeHHOTO TMIIEPTOHYCA WJIM JUCTOHUU
MOKAa3aHO aHTUCHACTUYECKOe JeueHue (baxkiodeH, cup-
Jajiya, MUIOKaIM, aHTUITApKCUHCOHUYECKME Mpenapa-
ThI), B TSDKEJIBIX CIy4asix — 6akiodeHoBast nomma. Meaxas
MOMmMOpUKa yIyqIlaeTcs Ha 3aHITHUSX JeUeOHOM (hu3-
KyJBTYpoii (Hanmpumep, bodar-Tepamms), a Takke Ha 3a-
HATUSIX ¢ gedexronorom. Lleab 3aHATUIA — pa3BUTh Ha-
BBIKM CaMOOOCTyXHBaHUS (KOpMJICHUE, OIeBaHUE,
TUTYEHUYECKNE HABBIKM ).
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Y noapocTKOB M B3POCJIBIX OOJBbHBIX aHTUITAPKUHCO-
HUYECKUE IIpernaparsl, B TOM YKCJIe HAKOM, Ha3HA4YaloT
o Mepe HeoOxoauMoCTU. BHavane oHU AalOT XOPOLIMA
a¢deKT, yaydias IBUraTeIbHyIo cepy, HaCTpOeHME, aIl-
IIETUT, COLMATbHYIO aKTUBHOCTh, HO IIPH IMTSILHOM
IIprieMe BBI3BIBAIOT (DIYKTYAILIMIO CUMIITOMOB B TCUCHUE
CYTOK U TI03aHUEe nuckuHesuu [7]. Ilpu nporpeccupoBa-
HUU KOTHUTUBHOTO Ne(UIINTa HAKOM UMEeT 00jiee HI3-
KM pUCK MOOOYHBIX 3((HEKTOB B BUAE IICMX030B, YeM
aroHMCTHI HoaMUHA. AMaHTAaIWH CHIXAeT BBIPAXKCH-
HOCTh TUCKWHE3UI, HO TAaKXKe BBI3BIBACT HAPYIIICHUS Ha-
CTPOEHMSI Y TIOBEICHUST, a UMEHHO TAJUTIOIIMHALINH 1 KK~
Tauio (0COOCHHO B BBICOKMX H03ax). PapMakoTeparms
CITACTUYHOCTY Y JUCTOHUI MOXKET BKITIOYATh KJIOHA3eTIaM
WIM Ipyryue O0eH3041Ma3enHbl, OpaJIbHbIA WA MHTpaTe-
KaJIbHBIN 0akiIoeH, MHBEKIIUU OOTYTMHUYECKOTO TOK-
cuHa. Tpurekcudennaun 3(pdeKTUBeH NTpU AUCTOHUSIX,
HO MOXET BBI3BIBATh IICMXWYeCKUe HapylneHus1. OnucaH
OIBIT TJIyOOKOU 37EKTPOCTUMYJISILIAM OJIEAHOTO 11apa.

Jleuenne anmiencuu. AHTUBTIIAJIENTAYECKAS] TepaIMs
B JaHHOM CJIyJae Bcerma TpeOyeT MHIMBUIYaIbHOTO O~
0opa 1 akKypaTHOI TUTpaluu 103 IpenaparoB. He cyie-
CTBYeT €IWHOTO aJrOpUTMa IS JeYeHUS SIIICIICUUN
npu HH2KM-5. 1o paHHBIM IUTEepaTyphbl, IPUMEHSIUCH
pa3IMYHbIC aHTUAMIWICHTUICCKUE perapaThl, KETOTCH-
Has AueTa, CTUMYJISILMS Oy>KAaroliero Hepea. ¥ HeKOTO-
PBIX AETEH MOTYT OTMEYaThCsl MCKIIOYUTEIBHO pPeaKue
(deOpUIIbHBIE CYIOPOTH, KOTOpPBIE HE TPeOYIOT (hapMaKo-
Teparuu (ecsiv 1o JaHHBIM D3OI OTCYTCTBYIOT TaKue ar-
peccuBHBIe aTTepHbI, KaKk WSCS mim MmonnduimpoBaH-
Hasl TUIICATPUTMMUSA). Y NPYruX, HAIIPOTUB, SMJIETICUS
pedpakTepHasi, ¢ TOAMMOP(GHBIMU TTPUCTYIIAMHU, JIeYEHNE
IIpY KOTOPOI1 MOXET HA3HAYUTh TOJIBKO SIMJICTITONIOT CIIe-
IUATU3UPOBAHHOTO SITMJICTITOJIOTMISCKOTO IIEHTpa, He-
penKo TpedyeTcs KOJIIernajJlbHbIM MOAX0I IeTCKUX Bpauei
HECKOJIBKUX CIIEIIUATBbHOCTEH (SIMIJIETITONIOT, TUETOJIOT
MPYU HA3HAYCHUU KETOTEHHOMN AMETHI, HEUPOXUPYPT NPU
IUTAHUPOBAaHUU XUPYPTUUECKOTO JieueHs ). B cirygae nH-
(aHTUIIBHBIX CTIA3MOB METOIOM BBIOOPA SIBJISIETCS TOPMO-
HoTepanus (IIyJIbCc-Tepanusl agpeHOKOPTUKOTPOITHBIM
TOPMOHOM, TIPEIHU3O0JIOH, TUAPOKOPTU30H) WU BUTa0a-
TpuH [16]. HeoOxoamma npocBeTuTeIbCKAsA Oecena ¢ po-
IUTEJISIMU TallMeHTa, 00y4yeHUe UX, KaK BECTU ceds mpu
IIPUCTYIIE.

JI71s1 KoppeKimy yMCTBEeHHOI OTCTAJIOCTH PEKOMEHIIOBA-
HBI TIPOTPaMMBbI paHHETO BMeEIIIaTe/IbCTBA (Pa3BUBAIOIIME
3aHATHS C TIearoraMu), a mocje 12 jietT — BKIIIoYeHUe Ipo-
rpaMM aJIBTepHATUBHOM KoMMyHUKaLMHK (KapTouku PEKS).

IIpu HapymeHnsX NoBeIeHUsT IIPUMEHSIIOT KOPPEKIIH-
OHHBIE 3aHATH ¢ iegarorom, ABA-Tepanuio, mpu Head-
(EeKTUBHOCTHU 3TUX METOIOB — MEIMKAMEHTO3HYIO Tepa-
ITHIO TI0 COIIACOBAHMIO C cuxuaTpoM. OCoOEHHO BaXKeH
9TOT acleKT B AETCKOM BO3pacTe IIPH ayTUCTUKOIIOI00-
HOM IIOBEJCHNU 1 B IIOIPOCTKOBOM BO3pacTe, KOrma mo-
SIBJISIETCST aTrpeCCUBHOCTh. OTMEUYEHO, YTO MEIMKAMEHTO3-

HOE JICUCHHUE ayTu3Ma y IeTei YIydIIacT U KOTHUTUBHBIC
HaBBIKU.

IIpn nucharuu npumeHsoT Mmeroa Kactunuo Mopa-
Jiec, IPOBOJSAT 3aHSITHUS C JJoroneaoMm. BaxkHo cobitoaeHe
TEXHUKH 0€30IMaCHOIO IIpreMa IMUIIH.

I1pu nedpuuute Maccehbl Teaa MPUMEHSIIOT CIIELMAIbHbIE
cMecu Juist KopMieHust. [Tpy nx Hes(heKTUBHOCTU 1 XpO-
HUYECKOI acmpaiiy IoKa3aHa YCTaHOBKA raCTPOCTOMBL.
JlaHHas MajuIMaTUBHAS MPOLIeAypa CHIDKAET PUCK XPOHM-
YEeCKOW acMpalvy U aCMpaliMOHHON MTHEBMOHUU. 30H-
IOBOE MHMTAaHHUE MOXKET OBITh PEKOMEHIOBAHO TOJBKO
Ha KOPOTKMI IepHOa BpeMEHU U He MOXET UCKITIOYUTD
racTPOCTOMBI, TaK KaK Ha30TaCTPaJIbHBIN 30HII caM II0 ce-
0¢ SBIISIETCS] 0YaroM XpOHUYECKOM MHMEKIINHU BEPXHMUX
IIBIXaTEeJIPHBIX ITyTeU 1 HE 3aIIUIIAeT OT aCITMPAIITMOHHOTO
cuanpoMa. OMHOBpEMEHHO HEOOXOIMMO KOHTPOIMPOBATh
OCJIOKHEHUS racTpoa3odareaabHoro pedmmokca. Her naH-
HbIX 00 apdekTnBHOCTH DyHmarmkayy npyu HH2KM-5.
[IpoBoasIT cMMITOMAaTAYECKOE JICUCHUE XPOHUIECKUX
3aII0POB, KOTOPBIC BBI3BaHBI MAJIOIIOABUKHBIM 00pa3oM
XKM3HU U XPOHMYECKUM IIPUEMOM IIpemnaparoB. BaxkHo
MIepUOINYECKOe HAOMIOACHNE MYJIbMOHOJIOTA IJISI KOHT-
poJisi OPOHXOJIETOUHBIX OCJIOXHeHUui. B ciyyasix, korma
TPYAHO GOPOTHCS C CEKPELIMEN, TOKA3aHa TPAXEOCTOMUSI.

CoGcmeenHbie HabnopeHus

Mk nipeacTaBisieM COOCTBEHHBIEe HAaOI0AeHUS S T1a-
LIMEHTOK C PA3IMYHBIMHU T€TEPO3UTOTHBIMU MYTalIMSIMU
de novo B rene WDR45 (OMIM: 300894). 3aboneBaHue
IHATHOCTMPOBAHO METOIOM CEKBEHUPOBAHUS W BAJIUIM -
3upoBaHo 1o CaHrepy. Turel MyTanuii TpencTaBiIeHbI
B Ta0:1. 2. Bce malmeHTKY HaXOOWINCH IO HaOMI0IeHIEM
B Bo3pacte ot 2,5 1o 6 jeT (CpeaHuii Bo3pacT 5 JieT), po-
nunuck B Huxknem Hosropoge, Ilepmu, ExatepuHOypre,
Muacce, Huxneii Type. PoacTBeHHBIX CBsI3eit MexXy ce-
MbSIMH TIALIMEHTOK HE BBISIBIICHO.

[lepuHaTanbHBIN aHAMHE3 OTATOIICH Y 3 ITaIlUEHTOK,
TeM He MEeHee BCe IMAllMeHTKN POIWJINCH C TIpU3HAKAMU
JIETKO TUIIOKCUY 10 IIKaJie Arrap (Tao6n. 3).

®opMHupOBaHNE MOTOPHBIX HABBIKOB (Ta01. 4) OBLIO
HapyIIeHO y BCeX MALIMEHTOK: 10 1 roma Bce MalMeHTKU
HayYJINCh XOPOIIIO AEPKATh TOJIOBY M HEAKTUBHO TIepe-
BOPAYMBATHCS C (KUBOTA HA CITMHY U CO CITMHBI HA XXUBOT,
a TakKe OpaTh UTPYIIKK. DTall IOJI3aHUS Ha YeTBepeHbKaX
He cchopMupoBaiics y 1 MallMeHTKU, OCTaIbHbIE HAYaIn
no3arh rmocie 1,6 roma. CaMocTosSTebHOM XOAB0B! Y Ha-
IIMX TTAIIMEHTOK He HabmonaeTcs: 4 IeBOYKHY XOOST C IO~
IEepXKKOi, 1 malmMeHTKa He XOIUT, HO MOXET HECKOJIbKO
IIaroB IIPOMTH Ha KoJieHsx (puc. 1).

PeueBoe pa3BuTHe BBIpaXKeHHO HapYIIEHO BO BCEX
caydasix (TabiL. 5): 3KCIIPeCCUBHAS pedb OTCYTCTBYET, IO~
HUMaHHEe Peur Ha IIPUMUTUBHOM OBITOBOM YPOBHE, ICTH
He BBITIOJTHSIOT BepOaIbHbIe MHCTPYKIIUU (JTUIID TP IO~
KPEIUICHUH XKeCTOM M ITIOBTOPHOM MHOTOKPAaTHOM ITOBTOpE-
HUU IPOCKOBI, HATIpUMep «1aid, TToxanyiicTa»). B noBeneHumn
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Ta6muua 2. Mymayuu 6 eene WDR45, avisiénentvie y Habar00aemvix HamMu RAYUEHMOK

Table 2. WDR45 gene mutations detected in patients examined

Patient Mutation
TereposurorHast Myrtamust B iHTpoHe 6 reHa WDR45 (chrX:48934084C>T, rs1057521933), nmpuBoasInas K Hapylie-
Kupa K. HMUIO caiita crutaiicuHra (c.436+5G>A, NM_001029896.1)
Kira K. Heterozygous mutation in intron 6 of the WDR45 gene (chrX:48934084C>T, rs1057521933) causing changes in the splice site
(c.436+5G>A, NM_001029896.1)
TereposurorHast Mmytamust B ak3oHe 10 reHa WDR4S (chrX:48932888G>GA), mpuBOIAIIAs K CIBUTY PAMKHA
IMomuna K.  cunteiBanms HaumHas ¢ 294-to komoHa (p.GIn294fs, NM_001029896.1)
Polina K. Heterozygous frameshift mutation (starting from codon 294; p.GIn294fs, NM_001029896.1) in exon 10 of the WDR45 gene
(chrX:48932888G>GA)
Terepo3uroTHast Mytamust B MiHTpoHe S5 reHa WDR45 (chrX:48934303C>T), mpuBosinas K HapyIIeHUIO
Jama K. KaHOHMYECKOro caiiTa criaiicunra (c.341+1G>A, NM_001029896.1)
Dasha K. Heterozygous mutation in intron 5 of the WDR45 gene (chrX:48934303C>T) causing changes in the canonical splice site
(c.341+1G>A, NM_001029896.1)
Bell)\zHH_ TeteposurotHast mytanus B reHe WDR45 (chrX:48935337CCCA>C, NM_001029896.1, ¢.197_199delTGG)
O Heterozygous mutation in the WDR45 gene (chrX:48935337CCCA>C, NM_001029896.1, c¢.197_199delTGG)
Veronika M.
Terepo3urorHast Mytamust B a3k3oHe 4 reHa WDR4S5 (chrX:48935313G>C), mpuBoasast K TOSIBJICHUIO caiiTa
3eiiHad b.  mpexmeBpemeHHO# TepMuHanuu B 75-M Komone (p.Ser75Ter, NM_001029896.1)
Zeynab B. Heterozygous mutation in exon 4 of the WDR45 gene (chrX:48935313G>C) creating the site of premature termination in codon 75

(p.Ser75Ter, NM_001029896.1)

Taomma 3. [lepunamanvholii anamues HabAOOaeMbIX HAMU NAUUEHMOK

Table 3. Perinatal history of patients examined

“m

Parameter Veronika M. Zeynab B.
TlepBast 6epeMeHHOCT,  BTOpast 6epeMeHHOCTh IlepBas 6epeMeHHOCTh Bropast Toersst
Ha (pOHE yrpo3bl Ha (poHe Yyrpo3sl MpepbiBa- METOAOM 3KCTPaAKOPIIO- 6 P _ 6 P _
MpepbIBaHM; 1-¢ poabl  HUS, Pe3yc-KOHMINKTA; PaJILHOTO OILUIOLOTBO- epeMeI'{ epeMeI'{
MyTeM 3KCTPEHHOTO 2-e pofIbl, CAMOIIPOU3- peHus B 39 sieT; 2HOCTL’ 2HOCTL’
KecapeBa CeYeHMSI  BOJIbHBIE, B CPOK; TeMOJIM-  1-€ pofbl, oniepaTUB- e R
[MepuHATATBHBIA Ha 37-11 Hezene TUYeckas 00J€3Hb HOBOPO-  HblE, Ha 38-ii Henene, B;;ﬁg:}’la B]i;f[g:;la
aHaMHe3 (HpeSKJ’IaMHCI/IH XKIOCHHBIX; 3aMEHHOE BbIIIMCaHa JIOMOI71 JIOMOI71 B CPOK ,Z[OMOfI B CPOK
Perinatal history y MaTepu) nepeauBaHue KpOBU B CPOK Second Third
First pregnancy; Second pregnancy; threatened First pregnancy after in . .
threatened miscarriage; miscarriage; rhesus vitro fertilization at the age pregnancys pregnancy;
. . o . second delivery second delivery
first delivery by emergency incompatibility; second of 39 years; first delivery by on time; on time;

caesarean section at 37
weeks (preeclampsia
in the mother)

Macca tera—
pocT—06ant

1o 1mKajie Anrap
TIPY POXKICHUM
Weight—height—
Apgar score at birth

2990-47-7/8

delivery, spontaneous, on time;

caesarean section at 38

discharged from

discharged from

hemolytic disease of the
newborn; blood transfusion

3000—49—6/7

weeks, discharged from

. ; hospital on time
hospital on time

hospital on time

2800—50—6/7 3100—-51-7/8 3250-52-7/8

OTMEYAIOTCSI CHIKEHME KOHTAKTa, OOU/IME CTEPEOTUITHIA.
CTepeoTUIINN BKIIOYAIOT pa3IMYHbIE JEMCTBUS C pyKaMu
(TSIHET PYKH B POT, AEPKUT PYKU IIepe] IJa3aMu, IOTpsi-
XMBAeT KUCTSIMM, a TAKXKE MAaTOJIOTMYECKUE MIPUBbIYHbBIE
nmeiicTBUs (MHGbAHTWIbHAS MacTypOalns, IKTalusl, OpyK-
cu3M)). He chopmmpoBaHa CiloxkeTHO-poJIeBasi UTPOBast

JeATeIbHOCTb. Mirpa HOCUT IIPOCTOM MaHUITY/ISITUBHBII
XapakTep, ITpuueM y 4 MaluneHTOK 3TO 00JU3bIBaHNUE, TT0-
TpsixuBaHMe Urpyiuek. HaBbiku caMo0OOCIy:KUBaHUSI He
Ppa3BUTHI, KOHTPOJIb TA30BBIX (PYHKIMI He c(DOPMUPOBAH.
Taxum oOpa3oM, Ha TIepBHIii TJIAH BEICTYIAET Irpyodast 3a-
JEPKKa MCUXUYECKUX (PYHKIIMI C 3JIeMEHTaMU ayTu3Ma

(9,
w
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Taomuua 4. Qopmuposarue MOMOPHLIX HABBIKOB Y HAOAHOOAEMBIX HAMU NAUUECHMOK

Table 4. Formation of motor skills in patients examined

Motor skill

CrocobHOCTh
YIEpPXKUBATh TOJIOBY
Holding head up

Cnoco6HOCTh
IEpeBOpaYMBaThLCA
Rolling over

CnocoOHOCTb CaiUuThCS
Sitting

CIocoOHOCTH MOJI3aTh
Crawling

CaMocTosiTeIbHast
xonpba
Independent walking

Kira K. Polina K. Dasha K. ‘Veronika M. Zeynab B.

4 mec 4 mec 5 Mmec 4 mec 3 Mmec
4 months 4 months 5 months 4 months 3 months

5 Mec 5 mec 6 Mec 6 mec 5 Mec
5 months 5 months 6 months 6 months 5 months

2 roga 2 roga 18 mec 12 mec 9 Mec
2 years 2 years 18 months 12 months 9 months

He nonsaer 8 Mec (rmoJzaer

(TIepeIBUTACTCS CUIS) T T 2,5 Toma 15 mec 11 mec

Can’t crawl (moves while TyH 2.5 years 15 months 11 months
o 8 months (belly crawl)
sitting)

e s C 12 mec c monaep- C 3,5romacmon- C 2 et ¢ moa- C 18 mec

(acrazusi—abazusi)
Can’t walk (astasia—abasia)

KKOM, aTaKCUs e PXKKOU
Since 12 months with ~ Since 3.5 years with

e PXKKOU
Since 2 years with

C MOAIEPXKKON
Since 18 months

support; ataxia support support with support
Ta6auua 5. Peuesoe pazeumue, coyuarbHo-0bimosas adanmayus y Haba0aemMvix HAMU RAYUEHMOK
Table 5. Speech development and social adaptation in patients examined
OKcnpeccuBHas
o P Hert Hert Her Het Hert
. No No No No No
Expressive speech
TNornmanue T, CutyatuBHOE IS,
G Ha OBITOBOM Ha 6BI;§BOM 01,3He Ha 6biToBoM  Her (ceHcomoTopHast  Het (ceHcoMoTopHast
P ou p YPOBHE A yp YPOBHE ananust) ajanus)
Understanding of o Situational, everyday I . . : .
——— Situational, everyday vl Situational, No (sensorimotor alalia) ~ No (sensorimotor alalia)
P level everyday level
HWrpoBas mesitensb-
HO (I:) 5 al CrepeoTurHas CrepeoTurHas IMpenmeTHast CrepeoTurHas CrepeoTurHas
AR R Stereotypical Stereotypical Object Stereotypical Stereotypical
CMOTPUT CKBO3b
MaJIbIbI, TIHET MHoOXeCTBEHHBIE,
CrepeoTunin IEICLEL 15 P10 HHAHTIIbHAS Her Taner pyku B pot MHOXeCTBEHHbIE
Looks through her MacTypOanus Puts her hands into her .
Stereotypy - - f None Multiple
fingers, puts her Multiple, infantile mouth
hands into her masturbation
mouth
Bcraer y onopsi, Lo SO, JIBUTaTeibHbIX AYTH3M, HE TOBODHT
Bcraer Ha koe- aKTUBHO - U HE IOHUMAET peyb.
pas3inyaeT CBOMX HapylIeHWI HET.
HU, TIEPEABUTACT- IOJI3AET, UTPAET ATakcusi, MUaTOHNYE-
PazButue M 9YXUX, UIIET He roBopur u He mo- o
2019 C4, YaCTUIHO . UTpyLIKaMU, CKUI CUHAPOM. XOAUT
Ha (eBpaib L B3IJISIZIOM POIUTENIENA HUMAaeT 00pallleHHYIO »
Development WOEEWEENYEN, ) & i up with some JICLICHCT peub. AyTu3m ~C MOANCPKKOU
gt iihe e TIOSBUJICA JIETIET support, distinguishes Can stand up with No motor disorders. Autism. Does not speak or

Kneels, moves,
partially understands
speech, babbles

of February, 2019

some support,

actively crawls,

plays with toys,
babbles

between family
members and strangers,
looks for her parents

Does not speak or
understand the speech.
Autism

understand the speech.
Ataxia, myotonic
syndrome. Walks with
support
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Puc. 1. Ilayuenmra Kupa K. Pomoepagus nybaukyemes ¢ paspeuienus ee
podumeneil

Fig. 1. Patient Kira K. This photo is published with the permission of her parents

cpengHeTsKenoi ctereHr. OmHako Ha (poHe JIeueHUsI DI -
JICTICUY W TIPOBOAMMBIX Pa3BUBAIOIIMX 3aHATUM Yy BCeX
IeTeil OTMeYaeTCsl MeIJIeHHOE YIydIlleHNEe B pa3BUTUH:
4 MalIMEeHTKY HAyYUJIMCh 110J13aTh, BCTABaTh Y OITOPHI, CTa-
JIN MTHTEPECOBAThCS UTPYIIKAMHM, Y 2 TeBOYCK IOSIBUJICS
OenHbI HeoOpallleHHbI JEIeT.

HeBponornueckmii cTaTyc HalMeHTOK IIPUBEOCH
B Ta0J1. 6. OCHOBHBIE U3MEHEHMS 3aTParuBaloT IBUraTeIb-
HYIO 1 KOOpIMHATOPHYIO cephl. Bo Bcex cirydassx otMme-
YaeTcsl MPEeMMYIIIECTBEHHO PaBHOMEPHBINM, CUMMETPUY-
HBI# Mape3 oT 3 10 4 6a110B. MbIIIeYHbI TOHYC ITOBBIILIEH
10 AKCTpANMpaMUIHOMY TUITY Y 2 TAlMEeHTOK, Tuddy3Hast
TUIIOTOHMST OTMeYaeTCs y 2 MalMeHToK, y 1 manueHTKn
ToHyc B HopMe. [laTomornueckue pedaeKCchl He BeIpaxke-
HBL. Y 1 mauMeHTKU OTMedaeTcsl IMOCTOSIHHBIA TpeMop.
Arakcus HabmomaeTcs y 3 MaleHToOK, IMPUIeM BO BCeX
cllydasix oHa KoppenupyeT ¢ U y3HOH TMITOTOHUEH.
V¥ 1 manueHTKH (¢ IIpeodiagaHueM B KITMHUIECKOM Kap-
THHE ayTH3Ma) IBUTATeIbHBIC HAPYIICHUS OTCYTCTBYIOT.

OCc00EHHOCTH TEUSHUS SIIICIICHH Y TTAIIMEHTOK ITPH-
BedeHbl B TabJ1. 7. HanboJsee Tskeno snuiiencus mpore-
kana y Kupsr K.: me6ior B 3 Mec ¢ mH(MaHTUILHBIX CTIa3-
MOB, 110 JaHHBIM DT BeIsIBIeHA ruTicapuT™Must. HazHaueH
KOHBYJIeKC — 0e3 a(pdekTa, 3aTeM ITyJIbC-Teparnus geKca-
METa30HOM ITapeHTEPAIIbHO W TOIIAMAaKC, IIPUCTYIIBI Ky-
nupoBaHbl K 10 Mec. OgHako o gaHHbBIM DT 10 4 net
COXpaHsJIach MPOMOKEHHAsA CHAK-BOJTHOBASI aKTUB-

1

HoCTb MHAEKCOM OT 50 1o 90 % B pasHble BO3pacTHBIE
nepuoanl. K Tepanuu mobaBisiiiy JeBeTUpaneTaM — 6e3
addekTa. B 4 roma Ha3HaYeH TUIPOKOPTU30H (KopTed)
IO CXeMe, CTapTOBasI 103a 8§ MI/KT/CyT, 00IImast IpoaoJI-
XUTEJIbHOCTh Tepanuu 1 rom. Yepes 2 Mec nedeHUs 10
IaHHBIM DBOT MOJIHOCTBIO KyIUpOBaHa SIMIENTH(HOPM-
Hasl aKTUBHOCTb. 110 Mepe CHIKEHMST TO3BI THIPOKOPTH-
30HA MOSBUJIACH, a TIOCJIE TTOJHON OTMEHBI HECKOJIBKO
YBEJIMIIIIACH TIPEACTABICHHOCTD PErMOHAIBHOM SITHIICTI-
TU(HOPMHON aKTUBHOCTH B LICHTPAJIBHBIX OTHCIIAX.

¥ nanuenTtku 3eitHa6 b. oTMeuanoch 2 (peOpuabHBIX
SIUIETITUIECKUX cTaTyca (TeHepaJIn30BaHHbIE TOHUKO-
KJIOHMYECKME TIPUCTYIILI) B Bo3pacTe ¢ 2 10 3 net. UHTep-
MKTaJIbHAs SMIENTU(OPMHAST aKTUBHOCTh ObIJIa TIpe/-
CTaBJIeHA eAMHIIHBIMU KOMIUIEKCAMH OCTpasi—MeUICHHAST
BOJIHA B BEPTEKCHOI 00JIACTU C pacIIpOCTpaHEHUEM Ha
MIPaByIO LIEHTPAIBHYIO 00JaCTh. DIMUICIITUYCCKUE TIPH-
CTYIBI He TOBTOPSUIMCH Ha (hOHE IpreMa KOMOMHAIIMU
BaJIBIIPOEBOI1 KMCJIOTHI 1 JIeBeTHpalleTaMa. B HacTosIee
BpeMSI B CBS3M C IJIUTEIbHBIM OTCYTCTBHMEM IIPUCTYIIOB
JIeBOYKa IT0IyIacT MOHOTepanuio Kenmpoii. [1o naHHeIM
D3OI snunenTudopMHast aAKTUBHOCTh HE PETUCTPUPYETCS.
OcHOBHasI aKTUBHOCTb J€30praHU30BaHa.

B octanbHbIX 3 cltydasx UMeeT MecTo (pOKaJIbHAs I -
JISTICUSI C aCUMMETPUIHBIMY TOHNYECKUMM ITPUCTYyIIaMU
(IMomuna K., Jama K., Beponnka M.), aTHIMYHBIME a0-
cancamu ([lama K.), rumepmoropabiME Tipuctyiamu (Ja-
ma K.), ¢peOprmpHO-TIpOBOIIMPYEMBIMI BTOPUIHO-TEHEpa-
JIM30BaHHBIMU CYIOPOXHBIMU ITpucTyamMu (Beponnka M.),
HUCXOISIIMMU U3 JIOOHO-LIEHTPAIBHBIX OTHEJIOB.

BrigBiienb! cineaytoniye narrepHel DDI 1o neyeHus:
rurcaputMus ¢ Tpanchopmanmeit B CSWS (Kupa K.),
MYJIBTUPETMOHAIbHAS SMIICIITU(GOPMHAsT aKTUBHOCTD
¢ TeHJIeHLIMeN K 1 Gy3HOMY paciipoCTpaHEHUIO U TTpe-
obmaganueM B 1o0HOM obmactu (ITomunaa K., Jama K.,
Beponuka M.), pernoHanbHas 3NN TH(GOPMHAS aKTUB-
HOCTH B iepeaHmx oTneiax (3eitHad b.). CraproBas Tepa-
st 6a30BBIMM TIperapaTaMu (IerakuH, TPHICHTa, TO-
nmamakc) okasajiach adextuBHa 1o 100 % u npusena
K IOCTIDKEHHIO peMuccun y 2 manneHTok (dama K., Be-
ponnka M.). Ha ¢one Tepanuu o nanabiM D31 uHTE-
PUKTaIbHAS SIMICHTUMOPMHAST aKTUBHOCTD OJIOKMPOBa-
Ha TTOJIHOCTHIO ¥ 2 marmeHToK (Beponnka M., 3eitHat b.),
y 2 6onbHbIX (Kupa K., Tamra K.) ona rpancdopmupoBa-
JIach B JOOPOKAYECTBEHHBIE IMTMICITU(HOPMHBIC ITATTEPHBI
nmercTBa nHAekcoM 10 80—90 %. V IMommuel K. peructpu-
poBanach auddy3Hasg MeIJIeHHO-BOJTHOBAasE aKTUBHOCTh
B IPaBOM TEMEHHO-3aThIOYHO-3aJHEBUCOYHOI 00J1aCTH
1 JIOOHBIX OT/IeIaX C aKIIEHTOM CITpaBa, a TAaKKe IepUOaH-
YeCKOe HEPUTMUYHOE PETMOHAIBHOE NIeJIbTa-3aMeIJICHIe
B JIEBOM TEMEHHO-3aJHEBUCOYHOI 00JIaCTH C TeHIEHIINEN
K 1 Gy3HOMY pacpoCTpaHeHUIO, MYJIBTUPEeTMOHaIbHAsT
SnUIeNTU(MOPMHAS aKTUBHOCTS B JIEBOI JIOOHOI 00J1aCTH
U TIPaBOil TeMEHHO-3aTHUIOYHO-3aJHEBUCOYHOI 00J1aCTH,
MHAEKC 3rmienTudopMHoi akTuBHOCTA — 10 40 % (puc. 2).
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Ta6muua 6. Hesponoeuueckuii cmamyc nabarodaemvix Hamu naAYUeHMoK
Table 6. Neurological status of patients examined

Parameter
Bricokast Muomnust, Hucdarus,
YeperHbie HepBbI IM3apTpus, TUTIepCcaInBa-
Cranial nerves UICDEB AT, 1nzBst
High myopia, dysarthria, Dysphagia,

hypersalivation hypersalivation
YyBCTBUTENEHOCTD He napymena He napymiena
Sensitivity Normal Normal

AcCTUTMATHU3M,
TUIIEPMETPOIIHSI,
TUTIEpCaTNBALIVST

Astigmatism, hypermetropia,

hypersalivation

He napymiena
Normal

bes
0COOEHHO-
cTen
Normal

Zeynab &

bes

0COOEHHOCTeM

Normal

He napymena He HapymieHa

Normal

Normal

Motor system

[MoBelllIeH MO 3KCTpa- HuddysHo [ToBeillIeH MO 3KCTpanu- HuddysHo
MpbliIeYHbII TOHYC NYMpaMUIHOMY TUITY CHIKEH pamMUIHOMY TUITY He namenen CHUKEH
Muscle tone Increased, Diffusely Increased, extrapyramidal Normal Diffusely

extrapyramidal type reduced type reduced

Cuta MBI pyK/HOT
Arm/leg muscle strength 3/3 4/3 3/3 4/4 3/3
CyXOXWIbHBIE PehICKCHI Huskue IToBbllIeHBI Huzkue IToBbimieHbr  [ToBBIIEHBI
Tendon reflexes Decreased Increased Decreased Increased Increased
Ha(lll;onom‘lecme Her Her babuHckoro Her babuHckoro
IDEIUIITE None None Babinski reflex None Babinski reflex
Pathological reflexes

Tpemop 1oKos1, cTaTo-
TunepkuHesbl KIHCTUYCCKUN, Her Her Her Her
Hyperkinesis WIS NN R TN None None None None

Rest tremor, statokinetic,

small-amplitude

CreneHb ABUTATEIbHBIX
HapymeHuit no GMFCS 4 3 3 Her 3
Grade of motor disorders None
(GMFCS)
CrerneHb HapyIIeHUit
byHkumu pyku mo MACS 3 2 3 Her 3
Grade of manual activity None
impairments (MACS)
Cratuueckasi aTakcust Her Her ‘VYMmepeHHast Her VYMmepeHHas
Static ataxia None None Moderate None Moderate
JIlnHamMuuyeckast aTakCcust YMmepeHHast ‘YMmepeHHast ‘VYMmepeHHast Jlerkas VYMmepeHHas
Dynamic ataxia Moderate Moderate Moderate Mild Moderate
KOHTpOJEb Ta30BbIX He chopMupona He copmmpo- He copMupoRak: He chopmu- He chopmm-
byHKIMI BaH poBaH pOBaH

Non-developed Non-developed

Pelvic function control Non-developed Non-developed Non-developed

Ilpumenanue. GMFCS (Gross Motor Function Classification Scale) — wikana oyenxu enobanvroix momopuvix gyurxyuii. MACS (Manual
Ability Classification Scale) — wikana oyenku hynkyuu pyxu.
Note. GMFCS — Gross Motor Function Classification Scale. MACS — Manual Ability Classification Scale.

OJIIONEHUS B CBSA3U C HECTAOMJIBHOCTBIO U3MEHEHUI
1o JaHHBIM DI mpoBoAMIACH KOPPEKIIMS aHTUSITUIIETI-
TUYECKOU Tepalivi, Ha3HAYaJIMCh Pa3InyHble aHTUSIIH-

Ha stom (poHe y manmeHTKr coXpaHSOTCs (poKaIbHBIE
MPUCTYIIBI (ACUMMETPUYHbIE TOHUYECKIE), IIPOIOJIKAET-
¢ Mombop aHTUAMMUIIENITUYECKOI Tepanuu. B xonge Ha-
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CHILD
NEUROLOGY

JIENITUYECKUE TIpernapaThl (IelakuH, TomaMakce, KeIrpa,
TPUJIENTA]) B MOHOTEPAIIMU ¥ KOMOMHALIUSIX.

B HacrosIee BpeMsi CTOMKass MEAMKAMEHTO3HasI pe-
muccust coxpansiercst y Kupsr K. B Teuenune 2 et (MoTo-
Tepamus TonamakcoM), y Jamm K. B reuenue 2 et (30-
HeTpaH, TPWISIITaJ, Kemmpa), y Beponuku M. B TeueHue
10 Mec (MoTOTepamms JeBeTupaieraMom), y 3eitHad b.
(MOHOTepAaITs KEeIpoii).

Ta6auua 7. Teuenue snunencuu y Habao0aemvix Hamu NAYUEHMOK

Table 7. Course of epilepsy in patients examined

Parameter Kira K.
Bospacr nebiora 3 Mec 14 mec
Age at onset 3 months 14 months
WHuban-
TTpuctynbt THHS)HHe
B Ie0I0Te DKCTEH30pHbIE CITa3Mbl
Seizures (I:Hfa.Sll/!I)I Extensor spasms
at the disease onset fantiie
spasms
DJIEKTPOHIIE-
danorpadpuae-
CKH€ IoKa3aTe- Tinnc-
aMTnpu aebtote  APUTMUSA 4 4 pgq F3-C3-P3, D >S
Electroence- Hypsarrhy-
phalographic thmia
parameters
at the disease onset
CraproBas
P Tomamaxc JlemakuH XpoHOchepa
AHTUATJICTITHA - (50 %) (100 %)
(lle.(t:.K ?ﬂ F{.epa'ln Ht;[ Topamax Depakine chronosphere
nitial antiepileptic (50 %) (100 %)
therapy
TTpuctynst
KYHHE’OBa' ®dDokanbHbBIE, aCUMMETPUY-
Teuenne I;I’.I K LTOLY  pyre ToHMuccKie TIPUCTYTIBI
Course CIZUIES Were Focal, asymmetric, tonic
stopped by seizures
the age
of 1 year

1

ITo nanabM MPT (Ta61. 8) y HaIlIMX MallMeHTOK BbI-
SIBJIEHBI HecTielnrIecKrie n3MeHeHUs B Buae T1uddys-
HOM KOPKOBO-ITOJKOPKOBOiI1 aTpoUU U BTOPUIHON TH-
nporuedammu ex vacuo (Kupa K., lama K., Beponnka M.,
3eiiHab b.). ¥V 1 mamuentku (ITomuna K.) no 2 et BeIsIB-
JISIIach 3aJepKKa MUCTUHU3AIMUH, TIPH TMHAMIYECKOM
HCCIeAOBaHUM TT0c]Ie 2 JIeT — HopMa. JIuib y 1 manyeH-
tku (Kupa K.) npu npoBeaeHuu nosropHoit MPT B 6 jieT

Dasha K. Veronika M. Zeynab B.
20 mec 2 roga 2 Mec 2 roga 2 Mec
20 months 2 years 2 months 2 years 2 months
DedpUITEHO-TIPO-
BOLIUPYEMBIE
BTOPHUYHO-TECHEPA-
JIN30BaHHEIE 2 (beOpUIbHBIX
«3amu paHus» CyIOPOXHbIE SIMUICIITUYCCKUX
Absence seizures MPUCTYIIBL CEhnes)

Two episodes of febrile

(4 srin3ona) =S @I
status epilepticus

Febrile secondary-
generalized
convulsive seizures
(4 episodes)

Jle3opraHu3oBaHHas
OMo3JIeKTpUIecKast
aKTUBHOCTb. EnquHuY-
HBIE KOMIUTEKCBI

MynbTupernoHaib-
Hasl SIIETU(HOPM-
Hasl aKTUBHOCTb
¢ mpeodIagaHueM
B JIOOHOIi 001acT!
Multi-regional
epileptiform activity
registered primarily
in the frontal area

JemnakuH + Tpuiiemn-
ta (100 %)
Depakine + trileptal
(100 %)

®DokanbHbIC TOHWYE-
CKHUE, TUIIEPMOTOP-
HBIE
Focal, tonic,
hypermotor seizures

HuddysHast
anuiIenTuhopM-
Hasi aKTUBHOCTh

¢ IpeobIagaHueM
B JIOOHOI 00JacTH
Diffuse epileptiform
activity registered
primarily
in the frontal area

JlemakuH XpOHO-
cdepa (100 %)
Depakine
chronosphere

(100 %)

DeOpUITHLHO-TTPO-
BOLIMPYEeMBbIe

BTOPUYHO-T€HEPaA-

JIN30BaHHBIE
CyIOpPOXHBIE
IIPUCTYIIBI
Febrile secondary-
generalized
convulsive seizures

ocTpass — MEIJICHHAasA
BOJIHA B BepTeKCHOf/'I
00J1acTH C epUoanYIEC-
CKUM pacIIpoCTpaHe-
HHUEM Ha NIpaBy1o
LHECHTPAJIbHYIO 00J1acThb
Disorganized bioelectric
activity.

Rare sharp-and-slow-
wave complexes in the
vertex area with periodic
spread to the right central
area

JemaxkuH + kenmpa
(100 %)
Depakine + keppra
(100 %)
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Parameter
JuddyzHas MeIIeHHOBOJI-
HOBas aKTUBHOCTb.
PervonanbHas snuaenTu-
¢dopMHast aKTUBHOCTh
B P-O-T cnipaBa, F1-F2
¢ OunaTepajabHbIM
pacrpocTpaHEHUEM
Aunamuka (D >S). ITeproauyeckoe
3JIEKTPOSHIIE- HEPUTMUYHOE PETMOHAJIb-
danorpacpuye- HOE€ [IeJIbTa-3aMe/IJIEHIe
ORI LRI CSws  PJIeBOH TeMeHHO-3anHe BN -
ae COYHOM obmactu. UHmeke
I)lyf‘amlcs of SnuIenTU(HOPMHOM
it akruocT 1040 %
parameters lefuse sl.ow—yvave actlylty. .
Regional epileptiform activity in
the P-O-T (right) and F1-F2
with bilateral spread (D >S).
Periodic non-rhythmic regional
delta slowing in the left
parietal-posterior temporal area.
Epileptiform activity index is up
to 40 %
Koppekuus I(;g?[ﬁg;
CXEMBI aHTHOMU- [ D0
JIENMMTUYECKOMN ):[el'IaKI/IH, KEI1IIpa, Tora-
a3t
Correction . Depakine, keppra, topamax
of treatment dlopalaiie =
regimen hydroco—
rtisone
Pemuccus 2 roma Her
Remission 2 years None

activity (up to 80 %)

1

Oxonuanue mabn. 7
End of the table 7

Veronika M. Zeynab B.
MynbTupernoHaib- 652235 Il;aHmaHH’I .
Hag smtentudopm- MHTepuKTanbHO! 1RO
Hasi aKTUBHOCTh SIMIenTU(DOPM- BRIV
. OmunentudopmHas
BBICOKOTO MHAEKCAa  HOW aKTUBHOCTH
(10 80 %) HeT AKTUBHOCTb OTCYTCT-
Multi-regional No interictal . ‘ByeT . .
high-index epileptiform epileptiform activity Dlsorgar:czgsigoelectrlc

No epileptiform activity

30HerpaH, TpUjeI- JleBeTupaiietam
Tajl, KEMmpa (MOHOTEparms) JleBeTupaiieram
Zonegran, trileptal, Levetiracetam Levetiracetam
keppra (monotherapy)
2 ronma 10 mec 3 roma
2 years 10 months 3 years

ObL1a BBISIBJIEHA KjlaccudecKas it 0oe3Hu [amnepBop-
neHa—IlImaria kaptuHa (puc. 3, 4).

06cyxneHue

H. Saitsu u coaBt. (2013) [18], KoTOpHEIE omUCaIU
B3pOCJIBIX OOJILHBIX 3KeHCKOTO TToj1a 28—50 Jiet, yKasbiBa-
0T, YTO WX MALMEHTKU XOoawiu ¢ Bo3pacta 1,5—3,0 rona,
peyb OTCYTCTBOBAJIA IMOO ObUTM eIMHUYHEBIE CJIOBA. Y Ha-
LIMX IAlMEeHTOK CaMOCTOsITeIbHAsI X0ab0a chopMUpoBa-
Ha TOJIBKO B 1 cily4ae, OCTaIbHbIE IEBOYKHM CAMOCTOSITE/ILHO
MepeaBUraloTCs roi3aHueM. [1mnepkuHe30B He Habmoaa-
etcs. KimHuueckast KapTrHa 3a00JIeBaHus Y I€Teil OYeHb
I0X0Xa Ha TAaKOBYIO IIPU JETCKOM LiepeOpaibHOM Iapa-
ymye. C 3TUM IMAarHo30M OHM U HaOJIIOJaIUCh IO MOJIy-
YeHUS FTeHETUYECKOro aHaIM3a. Y BCeX IE€BOYEK Ie0I0TH-
poBana snuiencus. Becem nposenena MPT romosHoro
Mo3ra. HecooTBeTCTBYE JaHHBIX IIEPUHATAILHOIO aHAM -
He3a U TSDKECTU JBUraTeIbHbIX HAPYIIEHUI C HErpyObIMU
W3MEHEHUSIMU 110 JaHHBIM MPT gBuioch mokazaHuem
K TeHeTU4eCKOMY MccienoBaHnio. Mytaius B reHe WDR45

BBISIBJISLIACH Y peOEHKA U €ro POAUTEIIEl C IIOMOILLBIO pac-
LIMPEHHOIO XPOMOCOMHOIO MUKPOMATPUYHOIO aHAIU3a
C IOCJIEAYIOIINM ceKBeHupoBaHueM 1o CaHrepy.

A. Gregory u coaBt. (2017) mpuBoIsT JaHHBIE O AeOI0-
T€ BMNUJICICUM MPEUMYIIECTBEHHO Ha 1-M roay >XuU3HH
1 OTMEYaIoT ee (hapMaKOpe3UCTEHTHOEe TeueHue. Y Ha-
LIMX K€ MALUEeHTOK AeOI0T SMWIEIICUM IIPUILIEJICS Ha BO3-
pact o 1 roma TonbKo B 1 ciiydyae, y OCTaIbHbBIX 4 IeBOYEK
MPUCTYIIBI BO3HUKIIM Iocje 1 roma: B mepuon oT 1 1o
2 1eT —y 3 mauMeHTOoK, B 2 roga 2 Mec —y 1. Y manmeHTKHN
¢ cuHapom Becrta oTMeuanuch MH(PAHTUIIBHBIE CITa3MBbI
U TUIICADUTMMSL. Y OCTaIbHBIX NALIMEHTOK OTMEYaUCh
(bokanbHble MOTOpPHbIE, ACUMMETPHYHbIE TOHUYECKUE,
TUIIEPMOTOPHbIE, TeHEPAIM30BaHHbIE TOHMKO-KJIOHUYE -
CKUe IPUCTYIIbL, CTATYC TeHEPAIN30BaHHBIX TOHUKO-KIIO-
HUYECKUX IPUCTYHOB. Y 1 MallMeHTKU SMUIETICHUS IIPU-
obpena pe3uCcTeHTHDIN XapakTep. B 2 cayyasx mpucTymnbl
OobUIM (DeOpUILHO-TIpOBOLIMpYeMbIMU. HecMOTpst Ha OT-
HOCHUTEJILHO TSDKEJIOE TeUeHUE SIMICIICUU (4aCThIe TshKe-
JIBIE TIPUCTYIIBI), Y 4 IMMAIIMEHTOK U3 5 yIaJIoCh KyIIMPOBaTh
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TAaKKE OTMEYaeM, 4YTO I10 MEPEC NCUYE3HOBCHN A SIMUJICIITU-

YeCcKUX MPUCTYIIOB U yiIydllleHus nokasateneit DO or-
MedJaeTcss HEKOTOPHIM (O04eHb HeOOJIBIIOM) IIporpecc

33KE MEPEATH Ha MOHO-
1Ie y 60JBbHBIX C KyMMpOBaHHON sruiencueii [4]. Me1 B pa3Butuum Aeteit. Tak, y manueHTKA ¢ cuHapoMoM Becra

aTaMu, a I10
Teparnuio U CoXpaHATh peMuccuio. A. Gregory U COaBT.

(2017) mog4epKMBaIOT, YTO KOTHUTHUBHBIE (DYHKIIVH JIy4-

MPUCTYIBI 2 MIperap
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Taomuna 8. Jlannvie macHumHo-pe30HaHCHOU momozpaguu y HabaroaemviX Hamu NAYUEHMOK

Table 8. Results of magnetic resonance imaging in patients examined

Magnetic resonance
imaging

TlepBast (B Bo3pa-
cre 12—22 Mec)
First (at the age of
12—22 months)

3amepxkKa

BenTtpukymomMeranus
TPHIKY. MUETVHU3ALAN

Ventriculomegaly

«[Ta3za Turpa»
Eye-of-the-tiger sign

Hopma

Normal

Bropas
Second

n

Delayed myelination

Veronika M.

Zeynab B.

ATtpodust TOOHBIX
KopkoBast atpodpust ¥ TEMEHHBIX
JIEBOM BUCOYHOI OJIei, MO30JIN-
00J1acTH, pacIIupeHue KOpKOBO-TIOI- CTOrO TeJla.
cyb6apaXxHOMIaILHOTO KOpKOBast 3aMecTuTeNbHas
TPOCTPAHCTBA atpocust ruapouedanus
B TOM e 00JacTu Cortical /subcortical Atrophy of the
Cortical atrophy of the atrophy frontal and parietal

left temporal area; dilated lobes, and corpus

subarachnoid space in the callosum.
same area Substitutive
hydrocephalus
Bbe3 nunamuku

Without dynamics

Puc. 3. layuenmka Kupa K. Maenumno-pe3onancnas momoepagus,
T2-pexcum. Tunounmencusrocms 61e0HbIX WAPOB

Fig. 3. Patient Kira K. T2-weighted magnetic resonance image. Hypointense
globus pallidus

I10CJIe TOPMOHAJIbHOI TepaIuu B 4 rofa BIIEPBbIE ITOSIBII-
¢s1 MHTepeC K UIPYLIKAaM, JeBOYKa CTaja caMa CaauThCs
U cuaeTh. TeM He MeHee TpyOblii KOTHUTUBHBIN 1e(ULIUT
B COYETAHMU C ayTUCTUKOIIOIOOHBIM CUHAPOMOM, ITOCTO-
SIHHBIE CTEPEOTUIIMH OTMEUAIOTCS Y BCEX MALIMeHTOK B Ha-
LIei TpyIIie. AHAJIOTMYHOE [TOBEAeHE OTMEYAlOT U IPY-
rue aBTopHI [6, 7, 9, 13, 20]. 3ameHeHust no nanHbiM MPT

Puc. 4. llayuenmka Kupa K. Maenumno-pe3onancnas momoepagus,
T2-pexcum. Tunounmerncuernocms HepHO20 6elecmea

Fig. 4. Patient Kira K. T2-weighted magnetic resonance image. Hypointense
substantia nigra

y HalllMX MAalUEHTOK IMOJIHOCThIO COBMAAAIOT C JAHHBIMK
JaTepaTypsl [6, 8,9, 17, 18]. Mbl He HalLLUIX B 3apy0eKHOI
M OTEYECTBEHHOI JUTepaType MOAPOOHOro OMMCAHUS
sttenicuu y aeteit ¢ HH2XKM-5, a Takke TeueHus 3a60-
JIEBaHUSI B IETCKOM BO3pacTe, ITOCKOJIbKY OOJIbIIMHCTBO
nyOJMKaUMA MMPEACTaBISIOT CO00I PETPOCIIEKTUBHBIN
0030p.
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H3 ucmopuu co3nanus Katheapbl HepBHbIX GonesHei
JlarecmancKoro MeUUHCKOro UHCMumMyma

K.B. Manbimesal: 2, C.B. Manbimes3
! Kaghedpa nepenvix Gonesneii, meduyunckoii eenemuru u Heiipoxupypeuu ®TEOY BO «Jllacecmanckuii zocydapcmeentbiii MeOUyuHCKui
yHugepcumem»; Poccus, Pecnybauka acecman, 367000 Maxaukana, ya. Jlaxosa, 47;
2Jlacecmanckas accoyuayus (Coio3) Heapon020s, HelipoXupypeos u cneyuanicmos no peabusumayuu; Poccus, Pecny6auka Jacecman,
367000 Maxauxana, ya. Ilupozosa, 3;
SOIBYH «HUncmumym poccuiickoii ucmopuu Poccuiickoii axademuu nayi»; Poccus, 117292 Mockea, ya. Imumpus Yavanoea, 19

Konmaxmot: Kcenus bopucosna Manviuwesa manyshevakb@gmail.com

B cmamve paccmampugaiomes ucmopusi co30aHus u nepguie 200bl PYHKUUOHUPOBAHUS Kagedpbl HepeHbix 6oae3Heil [lazecmancko2o medu-
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Hcropusg co3nanms Kadeapbl HepBHBIX 0oJie3Hei [a-
TeCTaHCKOTIO MEIUIIMHCKOTO MHCTUTYTA YXOOUT CBOMMU
KOpHSIMHU B 1936 . 1 Hepa3pbIBHO CBSI3aHA C UMEHEM BbI-
JTAIOIIETrOCsT OTEYECTBEHHOIO HEBPOJIOTa M IIcMXuaTpa Mu-
xauna CepreeBuya [{o6poxoToBa.

Korma B 1935 1. B coBceM ellle MOJIOAOM By3e IUIaHU -
POBaJIM OTKPHITH U Kaeapy HepBHBIX O0JIe3HEH, HADKOMY
3IPABOOXPAHECHUS M IO COBMECTUTEIBCTBY ITHPEKTOPY
MmeaunuHckoro uHctutyra M.I. KymapuTtoBy B oTBeT
Ha ero TejierpaMmy MpUIILIo mruchbMo. B HeM mpodeccop

M.C. HJo6poxoroB otmeydan: «[IpegBaputenbHoO S corya-
CEH U X0uy K BaM Tepeexatb. Ho Borpoc o nepeesne B Ha-
CTOSIIIIEE BPEMSI OUE€HD CJIOXKEH U €T0 TPYIHO OKOHYATE I b-
HO peluTh 3aria3Ho. [ToaToMy s xouy npeaBapuTeIbHO
npuexatb K Bam, 4ToOBI IMYHO HA MECTE O3HAKOMUTHCS
C BO3MOXHOCTSIMU pa3BEPThIBAHUS KIIMHUKU U J€1a He-
BpoIrarojoruu B Baimeit peciyonuke» [2]. M cimycts He-
ckobko MecsueB Muxann CepreeBuy npuexan B [a-
recTaH, rje ¢ SHTY3Ma3MOM B3sLICS 3a JI€J10 OpraHu3aluu
HEBPOJIOTMYECKOI 1 IICUXUATPUUECKOM KITMHUK U Kadep.
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M.C. lobpoxomos. 1938 .
M.S. Dobrokhotov. 1938

Muxaun CepreeBud Jo6poxotos (1878—1952) — cbin
npodeccopa Kadeapsl Xupyprui MocKoOBCKOTO YHUBEP-
cuteta, yaeHUK Brmagumupa Pora, yxke mMelr onbIT 3aBe-
npIBaHUS Kadeapamu B BopoHeske n JIHemmporeTpoBCKe.
[IpurnaiieHue ero, U3BECTHOIO Ha TOT MOMEHT B CTpaHe
CIIeLIMAIMNCTa, ObUIO JOCTATOYHO MPECTHKHBIM IS IIPO-
BMHLIMAJIBHOIO MHCTUTYTA.

Chavana Kadenpa HepBHBIX 00JIe3Heil OblIa pacro-
JIOJKEHA B TJIaBHOM Kopityce LleHTpanbHO#i KIIMHUYECKOM
OONMBHUIILI Ha OKpanHe Maxaukainbl. Bece ee mMmyliecTBo
obmieit crouMocThio B 20 ThIC. py0Jieit pa3MecTUIIOCh Ha
30 KkBaapaTHBIX MeTpax, a KIMHUKA COCTOsIa U3 3 TmaiaT
Ha 20 koex [12]. D1H ycoBust oTpULIaTEIbBHO CKA3bIBAINCH
Ha y4eOHOM IIpoliecce. 3aHATHS MPOBOAUINCH MO y4eoh-
HUKY Tpodeccopa M. . AcTtBaniatypoBa, HO, TaK KaK JI1-
TepaTypbl B OMOJIMOTEKE By3a B 3TO BpeMsl HE XBaTajlo
Ha BCeX CTYIEHTOB, | 3K3eMIUISIp IIPUXOIUJICS Ha 4 4eio-
Bek [13].

ITepBoiMK coTpyaHuKaMu Kadenpsl, momumo M.C. Jlo-
o6poxoToBa, ctanu 2 accucteHTa: CeMeH MuxaiiyioBu4
Baitnrapt u Koncrantun Anekcanaposud KyHakoB.

KoHncTtanTun AnekcanapoBud KyHakoB — TOCTaTOUHO
M3BECTHAs] B UICTOPUM OT€YECTBEHHOM HEBPOJOTHUU JIMY -
HOCTbB: OH OB 3aBeAyIOIINM KadenpaMu HEPBHBIX 001e3-
Heit CamapkaHacKoro 1 BopoHexXcKoro MeaguIimHCKAX
nHCTUTYTOB. HO CBOI1 MyTh OH HauMHaNI MMeHHO B [larec-
taHe. K.A. KynakoB pomwics B 1900 . B HeOOJIBIIIONM CTa-
Hune KoHcTtaHTMHOBCKO# o6iactu Boiicka JloHCcKoOrO.
B 1927 1. oH oKOHYMI ACTpaXaHCKUI MEIULIMHCKUIA

Tepanesmuueckuii kopnyc Pecnybaukanckoil KAUHUMeCKol 001bHULbL, 8 KO-
MOpPOM pacnonazanucs Kageopa u KAUHUKA HepeHbIX 001e3Hell

Building of the Therapeutic Division of the Republican Clinical Hospital,
where the Department and Clinic of Nervous System Diseases were located

K.A. Kynakos. 1937 e.
K.A. Kunakov. 1937

MHCTUTYT U OBbLJ1 HAallpaBJjieH IS pabOThl BpauyoOM B cejie-
Huu [YHMO, 3aTeM HECKOJIBKO JIET SIBJISICSI OPAMHATOPOM
MCUXuaTpuueckKoil O0OJIbHUIBI B Topoje byiiHakcke.
B 1932—1935 rr. — aciupant Broporo JleHuHTpagckoro
MEIUIIMHCKOTO MHCTUTYTA M COTPYIHMK MHCTUTYTAa MO3ra,
a 3aTeM B TeueHHMe 2 JIeT — aCCUCTEHT KadeIpbl HEPBHBIX
OonesHeit JlarecTaHCKOro MEAUIIMHCKOTO MHCTUTYTA [4].

Cemena Muxaiinosuua Baiinrapra u3 CeBacTonob-
CKOT0 KJIMHMYECKOTO MHCTUTYTA (DM3UISCKUX METOHOB
JiedeHus mpurinacui B Maxaukany caM Muxaun Cepree-
Bu4. O HEM HaM U3BeCTHO KpaliHe Mayio. CemeH Muxaii-
goBny poamwicsa B Camapkanme B 1898 r. IToctynmn
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IIpogpeccop M.C. Jlobpoxomos u accucmenm C. M. Baiineapm c epynnoii cmydenmos. 1937 e.
Professor M. S. Dobrokhotov and assistant S. M. Vaingart with a group of students. 1937

Ha MeTUUMHCKUI (pakynbTeT CapaTOBCKOTO YHUBEPCUTE-
Ta, KoTophIit okoHuwI B 1922 1. [20]. B 1939 1. B Azep0aii-
JIKAHCKOM MEIMIIMHCKOM MHCTUTYTE 3allIUTIII TUCCepTa-
nuto «Mimac Opyleie3Hoi 3TUOJIOrMU», HAUCAHHYIO
nox pykoBoactBoM M.C. Jlo6poxoTona [2]. ITocie aToro
OH NOKUHYJ JlarectaH, a eMy Ha CMEHY IIPHIIIE]I TOKTOP
A.B. IlemxkuH.

Anexcanap BnamumupoBuu IleliKMH poauics
B 1905 1. B cranune Axrapckas Kybanckoit oonactu. ITo-
cie okoHuaHusT KybaHCKOro MeIMIIMHCKOTO MHCTUTYTA
paborain BpauoMm B HoBopoccuiickom nmopty. B 1930 1. oH
npuexan B JlarectaH, rae paboTajl B pa3IMuHbIX yYpexKae-
HUSIX 3IpPaBOOXpPAaHEHUsI: CAHUTApHBIM BpayoMm [yHMO-
CKOTO paif31paBoT/eia, 3aBeIyIOIINM OSKTHHCKIM Bpadeo-
HBIM ITYHKTOM, 3aBEIYIOIINM IIYHTUHCKUM BpauyeOHBIM
IMyHKTOM. A B oKTs10pe 1936 . A.B. IlemkuH ObuUT 3a4m-
CJIeH B MHTEePHATYpy MPU KIMHUKE HEPBHBIX 00JIe3HE
JlarecTaHCKOro MEIUIIMHCKOTO MHCTUTYTA, TIe 1 UCITOJ-
HSLT 00s13aHHOCTH accucTeHTa 10 Mas 1939 r., korma ero
npu3Bajiu B apmuio [1].

Bokpyr aTHX TaJlaHTIIMBBIX YYEHBIX OBICTPO BO3HUK
KadeapaabHBIN KPY:KOK, B KOTOPBI BXOMWIN CTYICHTHI
4-ro n 5-to KypcoB. B 1938—1939 yueObHOM Tromy OBLIO
npoBeaeHo 4 ero 3acegaHus. beuto 3acnyiaHo 5 ToKIanaos,
cIeJIaHHBIX CTydeHTamMu, U 1 — mperiomaBatenem [13].
B xpyxke 3anuManuch 19 ctyneHTOB 4-10 Kypca u 24 cTy-
neHTa 5-ro Kypca. ITpodeccop Jo6poxXoToB yuessit 1ocTa-
TOYHO TPUCTATbHOE BHUMAaHUE paboTe KPYyKKa U KaKIYIO
HeJes10 IPOBOAUII BeYepHUIA 00X0/ OO0JIbHBIX C ero 4je-
Hamu [16].

Hayunas pa6ota B JlarecTaHCKOM MEIUIITMHCKOM MH-
CTUTYTE MPAKTUICCKHU HE BEJIACh M3-3a OTCYTCTBUS HEO00-
XOAUMOTO 000pyIoBaHUS B J1abopaTOpUM, a TakxkKe He-
XBaTKU coTpyaHUKOB. HoBrkIe niperogaBarenn o6001aimn
MaTepual M IIyOJIMKOBAIN Pe3yIbTaThl MCCICIOBAHUIMA,
KOTOPBIMM 3aHUMAJIMCh Ha TIPEIBIAYIIIX MECTaX paOOTHI.
B 310 Bpems Boiuu ctathu rpodeccopa M.C. obpoxo-
TOBa 00 OIMYXOJISIX MO3XKE4UKa, OCHOBaHHBIE Ha MaTepHalle,
cobpaHHoM UM eliie B [IHenponerposcke [6, 7]. B xxypHa-
ne «HeBponaronorust u ncuxuatpusi» K.A. KyHakoBbIM
OBLIY OITyOIMKOBAHBI PEe3Y/IBTaThl MCCIICIOBAHMUIA, BBITIOJN-
HEHHBIX Ha 6a3e KIMHUKMW HEPBHBIX Ooyie3Hel Broporo
JleHMHTPaICKOrO0 METUIIMHCKOTO MHCTUTYTA Y IIOCBSIIIICH-
HBIX cuHApoMy [OpHepa 1 COCTOSTHUIO HEPBHOM CHCTEMBI
npu MansipuiiHoit koMe [19]. Han cratbeit «/Inddy3non-
Hasl HoI-MOHHAs IIpo0a IMpH ralbBAaHMIECKOM U TPSI3¢BOM
BOPOTHMKE», BBIIICAIICH B I ToMe TpymoB MHCTHUTYTA,
C.M. Baitnrapt pa6oran eme B [ocymapcTBEeHHOM KJIM-
HUYECKOM MHCTUTYTE DU3MYCCKUX METOMOB JICUCHUS
M. 1. M. Ceuenona B Kpeimy [5].

Co 2-1 monoBuHbI 1930-X TOAOB COTPYIHUKHN METUH-
CTUTYTa BKIIOYMJIVCH B MCCIIEIOBAHNE KYPOPTHBIX Pecyp-
coB arecrana: Tanru, Iyau6a, Peruan-Cy. [ltaBHO¥ Te-
MOIi McClIeIOBaTeIbCKOM PabOThl COTPYIHMKOB Kadeaphl
CTaJI0 N3y4YeHNEe BIUSHUS Boa KypopTta Tairu Ha TedeHue
pa3IMYHBIX 3a00JIeBaHUM HEpBHOI cucteMbl [11]. DTO
OBUIO BIOJIHE 3aKOHOMEPHO, TaK Kak y M.C. JIodpoxoTo-
Ba OB OTPOMHBIIA OITBIT IO OPTaHU3AIIN UCITOIH30BAHMS
B HEBPOJIOTUUYECKOM MPAKTUKE KYPOPTHHBIX PECypCOB I0XK-
Horo 6epera Kpnima.
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h DAFECTAHCKHN ‘
S SRR
MEOHUHHCKHH HHCTHTYT.

Kopnyc Jlacecmanckoeo meduyunckoeo uncmumyma. Koney, 1930-x e0dos
Building of Dagestan Medical Institute. End of the 1930s

1

P.I1. boeosisrenckas
R. P. Bogoyavlenskaya

XapakTepu3sysd HaydHylo paboTy Kadeapbl HEPBHBIX
bose3Heit B 1-ii ron ee cymecTBoBaHust, M.C. [Io0poxoToB
B cBoeM oTueTe nucai: «B 1936 r. KiuHKMKa opraH130Ba-
Jlach MO3[IHEE, OCOOEHHO 3aTSHYJIaCh OpraHu3alus J1ado-
patopuu. [ToaTomy TeMaTuka 1936 I. He MorJjia OBITb UC-
ITOJTHEHA B ITOJTHO Mepe». [Ipu 3ToM 2 3ariaHupoBaHHbBIC
Ha 3TOT Iojl TeMbI, CBSI3aHHBIC C UCTIOJIb30BAaHMUEM TaJITUH-
CKMX MMHEpPaJIbHBIX UCTOYHUKOB IIJIsI JICUeHUS 3a00J1eBa-
HUI1 HEPBHOM CUCTEMBI, ObUIH ellle JaXke He HadaThl [11].
B sroT nepuon corpynHuku Kadeapbl 0000111aa1 OTASb-
HbIe KIIMHUYECKHE CIyJau JedeHUs 3a001eBaHUIl TTepr-
¢deprueckoii HEpBHOI CUCTEMBI, UYTO HAXOAMJIO BhIpaXkKe-
HHE B COBMECTHBIX ITYOJIMKAIUSIX C COTPYTHUKAMH
kadenpsl Tepanuu [19].

A.D. Odnopanosa
A. F. Odnoralova

Yepes 2,5 roma mocie cBOero co3gaHus KIMHUKA
HEepBHBIX 00JIe3HEeH Oblia TOTOBA MPEACTaBUTh HA Tpaau-
LIMOHHYIO MHCTUTYTCKYIO OKTSIOPBCKYIO BBICTABKY 4 m1a-
IPaMMBEI O YKCJIEe ¥ XapaKTepe OOJIbHBIX B KIIMHUKE 3 I1e-
pHUOI ee CYIIeCTBOBaHUS, 3 IaTOJIOTOAHATOMUYECKUX
MperapaTa, HeCKOJIbKO 3JIEKTpo3HIehantorpaMmMm 1 (o-
TOCHMMKOB KJIMHMKH [15].

B 310 Bpemsa Muxaun CepreeBrud KOHIIEHTPUPOBAJICS
Ha ITIOATOTOBKE KaApOB paOOTHUKOB ITPAKTHUYECKOTO 3Ipa-
BOOXpPAaHEHMSI, a TAKKEe BBITIOJTHECHUM IEPCIIEKTUBHBIMU
MOJIOOBIMM BpadaMy HayIHBIX UccIeaoBaHuid. OTae/IbHbIe
TeMbI [J1s1 Hay4HOM pa3pabOTKM ObLUIM JaHbI M OPAMHATO-
paMm knmHMKHY, Tak, H.A. KyHakoBa 3aHuMainach usyde-
HHEM BIUSHUS MUHEPAJbHBIX BOI TaJTMHCKOTO MCTOY-
HMKa Ha 3aboieBaHMsS mepudepryeckKoil HEepBHOM
CHCTEMbI, OHA XK€ BBICTYIIJIa Ha KOHMEPEeHILINH C TOKJIa-
oM o Heiipoopyueese. Y.I. CyneitMaHoBa 3aHUMAaJIach
pa3paboOTKOil BOIIPOCOB, CBSI3aHHBIX C NMPUMEHEHUEM
aKpUXWHA IIPU HEHPOMAJISIPUM ITyTEM €TI0 SHIOJIIOMOAITb-
Horo BBeneHus [19], a P.Il. borosBienckas cobupana
KJIMHUYECKHWIT MaTepua o TpaBMax dyepena [3].

1939 1. 6bUT yeTIeIITHBIM 1115 KacheAphl HEpBHBIX 00J1e3-
HEll — TaM COCTOSIJIUCH 2 3alllUTHI, B A3epOaiiIxkaHCKOM
MEIUIIMHCKOM MHCTUTYTE IIPOIUIa 3allUTa TUCCePTAIUN
C.M. Baiinrapra, o KOTOpOIi peyb 1j1a Beille, a B Bopo-
HEXCKOM MeTUIMHCKOM HMHCTUTYTe A.D. OnHOpaaoBoit
ObL1a 3alMIIEHA qUccepTalus Ha TeMy «I []pOoHUKHOBEHUE
yepes KOXY cephl Ipy noHodopese TaIrnHCKUMM Boaa-
Mu» [2].
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BaxHyio pojib B HOBBIIICHUH ITPO(PECCHOHAIBHOTO
YPOBHS IIPAKTUYECKNX paOOTHUKOB 3IPaBOOXPAHCHMUS
WUTPajIo MEIUIIMHCKOE HayYHOE O0IIEeCTBO, KOTOPOE OKOH-
yareJbHO odopmmiock B 1933 1., korma B ero pabory
BKJIIOUMJIMCH IIpeTofgaBaTe i MeanHCcTuTyTa. B 1935 1.
OBLI IIPUHSAT yCTaB OOIIIECTBA, COTIACHO KOTOPOMY IIpeI-
ITOJIaraJIOCh CO3AaTh PAa3BETBICHHYIO CETh €T0 OTAeICHMI
Ha MecTax. Takke He NCKITIoYalaCh BO3MOXKHOCTD CO3IaHMS
CEKIIMI M KPYKKOB I10 OTHCIBHBIM OTPACISIM MEIUITMH-
ckoii Hayku [ 10]. Tompko 3a 1933—1934 1. 6bUTO TTPOBEACHO
15 3acemanuii oO1IecTBa, rae ObUIO cieaaHo 29 TOKIanoB,
0O0JIbIIIast YaCTh KOTOPHIX ITOCBSIIANIACH PA3IMYHBIM aCTIeK-
Tam Mansipun B Harecrane [9]. CoTpymTHMKN KIMHUKU
HEepBHBIX 00JIC3HEN MPUHUMAJIM caMOe AesITeIbHOE yJac-
THEe B paboTe obmecTBa. B Teuenue 1937 1. accucreHT
C.M. BaiiHrapT BBICTYIIMJI Ha OJHOM M3 €T0 3acefaHuii
¢ noknanoM [21], a nokTop A.B. IlemkuH 1eMOHCTPUPO-
BaJI MaliMeHTa KJIMHUKK ¢ MUHTepeCHOM Ho3oorueit [13].

OpraHmu3aioHHas 1 o0lIeCTBeHHas paboTa OTHUMA-
nmay M.C. 1o6poxoToBa OrpOMHOE KOJIMYECTBO BPEMEHU:
B 1938 . ero u3bpanu memyratoM BepxoBHOro copeTa
JACCP, oH BBICTYITAJ C TOMY/ISIPHBIMY JICKIIASIMUA HA M-
IUIIMHCKYE Y aHTUPEIUTHO3HBIC TEMbI B YICOHBIX 3aBe-
IeHUsIX U 1o paano [13].

Kpome Toro, Ha coTpymHMKOB Kadeaphl JOKMIACH OT-
POMHas amMUHUCTpaTUBHAs Harpy3ka. B 1937 1., mociie Toro
Kak ObI1 pernipeccrpoBaH aupekTop nHctutyTta M.P. Bopo-
IyJIVH, B TCYCHUE HECKOJIBKUX MECSIIEB €T0 00SI3aHHOCTU
ncrionHsan npodeccop M.C. JIodopoxoros [18]. B aToM ke
Toay 00SI3aHHOCTH 3aMECTUTEIST TUPEKTOpa 110 aAMIHUIC-
TPaTUBHO-XO35I1ICTBEHHOM YaCTU ObLIM BO3/1I0XKEHbI HA ac-
cucteHTa Kadenpsr C.M. Baiinrapra [18].

B centsi6pe 1938 r. mo mopyuenuto CHK JACCP
M.C. Jo6poxoToB BEIHEC HA OOCYKIEHHME YYEHOTO COBETA
MPOEKT CO3MaHUsI 0COOOT0 KOHCYJIbTALIMOHHOTO 0I0pO
pu JlarecTaHCKOM MEIMIIMHCKOM MHCTUTYTE, KOTOPOE
JIOJIKHO OBbLJIO OKa3bIBaTh MMOMOIIb PAOOTHUKAM MPAKTU-
YeCKOr0 3IpaBOOXPaHEHMS B CEJIbCKOI MeCTHOCTH. bro-
PO DOJKHO OBLIO HE TOJIBKO 3aHMMAThCS TIAHOBBIMH
CHCTeMaTUIeCKMMU Bble3IaM1 Ha MeCTa, HO U OKa3bIBaTh
IIOMOIIb 3a09HO: C OIPEACICHHON PEryIsSIPHOCTHIO €TO
YICHBI TOJKHBI OBLIM COOMPATHCS M OTBEYATh ITMChMEH-
HO Ha T€ WJIM MHbIE BOIIPOCHI, BO3HUKABIIINE Y CETbCKUX
Bpaueii. [l1aBoit aToro 6wpo ObLI U30paH Mmpodeccop
M.C. JIo6poxoToB, ero 3amecTuTesieM — moueHT I1.MD. Ma-
KJIeloB, a cekperapeM — accucteHT M.C. Aii3eHIITeiH
[14]. Ha mene ke paboTa 4ieHOB OI0pO COCTOSIIa U3 UTe-
HUSI JISKIIUI 110 HanboJiee aKTyaIbHBIM BOIIPOCAaM MeCT-
HOI ITaTOJIOTYH, IUIAHOBBIX BBIE3I0B Ha KOHCYJIBTAIIUH,
a TaKKe 9KCTPEHHBIX KOHCYJIBTalIMi HanboJIee TSKEIIbIX
601bHBIX Ha MecTax [17]. Tonbko Ha 1941 1. 6GbL10 3am1a-
HUpoBaHO OoJiee 25 noknanoB. Cpean HUX U COOOILIeHNE
npodeccopa JJodopoxoToBa 0 KIMHUKE 0a3e10Boit 00J1e3-
HU U151 TPAKTUKYIOIIUX MEAULIMHCKNUX PAOOTHUKOB boT-
nuxa u XyH3axa [17].

AATECTAHC HHA MELHURHCKWA WHCTHTYT

fipodeccop M. C. JoGpoxoror

. CXEMA MCCIIEJOBAHUSI
HEPBHBIX BOJIbHBIX.

OrTsercreensuil peaakTop

npod. O. A, BAWPALLIEBCKMI

“8°

3 0

r. Maxiauxana

L

TumyneHeiil aucm oOpouitopsl, nodeomoesentoi M.C. Jlo6poxomoswim.
1940e.
Title page of the brochure prepared by M.S. Dobrokhotov. 1940

OrpoMHasl Harpy3ka, CBsI3aHHas ¢ aAMUHUCTPATHUB-
HOM M 00111eCTBEHHOI paboTOli, a TaKXKe C OpraHu3aluein
kadenpsl 1 knuHuku, He gaBana M.C. JloOpoxoToBy
B IIOJIHOM Mepe 3aHUMAThCSI HAYKOM, XOTs, COIJIACHO OT-
yeTtaMm, OH cobupan MaTepual B KJIMHUKE IS TOCIeny-
o1iero o6o01ieHus. Ho B paccmaTpuBaemblii iepruo OH
BCe 3Ke BBIITYCTHII 1 HeOobIIyio Oponropy «CxeMa mcclie-
JIOBaHUS HEPBHBIX OOJIBHBIX»>, aAPECOBAHHYIO CTYyIEHTAM
U IPaKTUKYIOIIMM Bpadam [8].

Wctopus cozpanus kadeapbl HEpBHBIX Oosie3Heit [a-
TECTAaHCKOI0 MEAULIMHCKOTO MHCTUTYTA HALJISIIHO IEMOH-
CTPUPYET BCE TPYAHOCTU, KOTOPbIE BO3ZHUKAJIU B MEIU-
LIMHCKOM 00pa30BaHUU B JOBOCHHbBIN MEPUOI: HEXBATKY
KaapoB M HE BCErma JOCTATOYHYIO MX KBaaU(MUKAIUIO,
OTCYTCTBHE HEOOXOAUMOM MEIULIMHCKON 1 1TabopaTOpHOM
anmaparypbl 1 OTpaHUYEHHYIO KITMHUIEeCKYIo 6a3y. OmHa-
KO MaMsTh O T€X, KTO CTOST Y UCTOKOB MEIUIIMHCKOTO
o0pa3oBaHMs B Hallleii CTpaHe, MPOJ0JIKAeT XUTh. Tak,
B 2016 1. Kadpenpoii HEPBHBIX 0OJIE3HEN MEIULIMHCKOMN
TEHETUKU U HEWpoxupypruu JlarecraHckoro rocyaapcr-
BEHHOT'O MEAUIIMHCKOTO YHUBEPCUTETA ObLIU YUPEXKIECHbI
exXeroaHble «Jl00OpOXOTOBCKUE YTEHMSI», TTIPU3BAHHBIE CO-
XpPaHUTb U IPUYMHOXHUTb JY4YIIKE TPAAULUU, 3aT0XKEH-
HbIE BbIIAIOLIMMUCS HEBPOJIOTAMM, KOTOPBIE B IMPOIILIOM
pabotanu B [larectaHe.
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Hudhopmauuga pna asmopos

Mpy HanpaBneHUy CTaTbin B pefaKLMI0 «PYCCKOTO XypHana AETCKOil HeBPONOTUI»
aBTOPaM HEo6X0AMMO PYKOBOACTBOBATLCA ClIEAYIOLLMMU NPABUNAMI.
1. 06wme npaBuna
Mpy NepBUYHOM HanpaBeHUN PYKOMUCA B PEAAKLMIO B KOMUW 3NEKTPOHHOrO
M1cbMa JOMKHbI ObITb YKa3aHbl Bce aBTOPbI AaHHON CTaTbin. 06paTHYH BA3b € pefaKLm-
eil byZeT NofAepXMBaTb OTBETCTBEHHDIA aBTOP, 0603HAUeHHbIN B (TaTbe (CM. MYHKT 2).
MpeacTaBnenve B pepakLmio paHee ony6KoBaHHbIX CTaTeli He JONYCKaeTCA.
2. 0¢opmneHue faHHbIX 0 CTaTbe W aBTOPaX
MepBas CTpaHuLia BOMKHA COflepXKaTh:
— Ha3BaHMUe (TaTbl,
— MHULMAnDI 1 GaMUIUN BCeX aBTOPOB,
— yueHble CTeneHu, 3BaHNA, AOMKHOCTH, MeCTo paboTbl KaX/0ro U3 aBTOPOB,
a 1akxe ux ORCID (npm Hanuuum),
— NOHOE Ha3BaHUe yupexeHns (yupexaeHuii), B KOTopom (KOTopbiX) Bbl-
nonHeHa pabota,
— aZipec yupexaeHus (yupexzaeHuii) C ykasaHueMm UHEEK(.
MocnenHAa CTpaHMLa AOMKHa cofepxaTb BefieHUa 06 aBTope, OTBETCTBEHHOM
3a (BA3b C pefjaKumeit:
— hamuama, MM, 0TYECTBO NOAHOCTbHO,
— 3aHUMaeMas AOMKHOCTD,
— yueHas CTeneHb, yueHoe 3BaHue,
— NepCoHanbHblit MexayHapoaHbli aeHTudukatop ORCID (noapobHee:
http://orcid.org/),
— nepcoHanbHblit aeHTudukatop B PUHLL (nogpobHee: http://elibrary.ru/
projects/science_index/author_tutorial. asp),
— KOHTaKTHbIii TeNeQoH,
— aZipec ANeKTPOHHOI NoYTbI.
3. 0popmneHme TeKcTa
(ratbu npuHuMatoTca B dopmarax doc, docx, rtf.
LWpndt — Times New Roman, kernb 14, mexcTpoubiii untepsan 1,5. Bee ctpatu-
Libl AOMKHBI ObITb MPOHYMePOBaHbI. TeKCT (TaTbi HAUMHAETCA CO BTOPOIi CTPHMLbI.
4, 06bem cTateit (63 yueTa UNNHOCTPALMIA U CMCKA TUTEPATYPbI)
OpurnHanbHas ctaTba — He 6onee 12 cTpanuL (66nbLumil 06bem JonyckaeTca
B UHAVBUAYaNbHOM NOPALKE, N0 PELUEHMH0 pefaKLum).
OnucaHne KNMHNYECKNX CyyaeB — He bonee 8 cTpaHuLL.
0630p nuTepatypbl — He 6onee 20 cTpaHuL.
Kpatkue coo6LyeHua 1 nucbMa B pefaKLmIo — 3 CTPaHNLbI.
5. Pesiome
Ko Bcem Bigam cTaTeil Ha 0TZeNbHOI CTPaHuLie JOMKHO ObITb NPUNOXEHO pe3to-
Me Ha PYCCKOM U aHTINIACKOM (0 BO3MOXHOCTH) A3blKax. Pe3tome LOMKHO KpaTKo no-
BTOPATB CTPYKTYpY CTaTbu, HE3aBUCMMO OT ee TeMATUKY.
06bem pesiome — He bonee 2500 3HaKOB, BKAKOYaA Npobenibl. Pestome He OMKHO
COZepXaTb CCbIKN HA MCTOYHMKI IUTEPaTypbl U WAMIKOCTPATUBHbII MaTepuan.
Ha 37oil e cTpaHuLe NOMELLAITCA KNioyeBble (0B Ha PYCCKOM 1 aHTIWIACKOM
(no BO3MOXKHOCTM) A3bIKax B KonmuecTse oT 3 Ao 10.
6. CTpykTypa cTareii
OpuruHanbHas CTatbA JOMKHA COAEPXaTb CrieayloLLve pasaenb:
— BBefeHue,
—Lenb,
— MaTepuanbl ¥ MeTozbl,
— pe3ynbTarbl,
—o6cyxpeHne,
—3aKnoueHue (BbIBOAbI),
— KOHQANKT MHTepeCcoB ANA BCeX aBTOPOB (B Clyyae ero 0TCYTCTBUA HeobXo-
AIMO YKa3aTb: «ABTOpbI 3aABNAT 06 OTCYTCTBUM KOHGNUKTA MHTEpe-
C0B»),
— MHOPMUPOBAHHOE COrMacUe NaLMEHTOB (ANA CTaTeil C aBTOPCKUMY McCne-
JOBAHUAMY U ONUCAHUAMU KNMHUYECKIX CTTyYaeB),
—MpU HAMUMA GUHAHCMPOBAHUA UCCNIEZ0BAHNA — YKA3aTb ero UCTOUHUK
(rpaHTuUT.4.),
— bnaropapHocTy (paszaen He ABNAETCA 06A3aTeNbHbIM).

7. UnniocTpaTnBHBIN MaTepuan

VinntocTpatuBHbIit MaTepuan fomxkeH 6biTb NpecTaBAeH B BUAE OTAENbHbIX dail-
OB 11 He GurypupoBaTb B TeKcTe CTaTbu. [laHHble TabnuL He JOMKHbI NOBTOPATD JaH-
Hble PUCYHKOB 1 TeKCTa 1 Ha060pOT.

Ootorpadum npeacrasnaiorca B dopmartax TIFF, JPG ¢ paspelueHnem He meHee
300 dpi (Touek Ha atoitm).

PucyHKu, rpadmku, cxembl, Anarpammbl JOMKHbI ObiTb peaakTUpyembIMI,
BbInonHeHbIMu cpeactBamin Microsoft Office Excel unu Office Word.

Bce pucyHKN fomkHbI 6biTb NPOHYMEPOBaHbI 1 CHaBXeHbl NOAPUCYHOUHBIMI
nognucamu. OparmeHTbl pucyHKa 0603HauaoTCA CTPOUHbIMU ByKBaMK pycckoro anda-
BUTA — «a», «6» 1 T. 4. Bce cokpaleHus, 0603HaueHus B BUe KpUBbIX, OyKB, LuMdp
W T. ., UCONb30BAHHbIE Ha PUCYHKE, OMKHbI ObITb pacLuMdpoBaHbl B NOAPUCYHOUHOI
nognucy. Moanucu K pucyHKam JATCA Ha OTAENbHOM NINCTe NOCNe TeKCTa CTaTby B 04
HOM C Heil daiine.

Tabnuubl Z0mKHbI 6bITb HAMNAZHBIMM, UMETb Ha3BaHMe U NOPAZKOBbIN HoMep.
3aro10BKy rpad AOMKHBI COOTBETCTBOBATD X COAEPMaHMI0. Bce cokpaLLeHna paclumd-
POBbIBAKTCA B NPUMeEYaHNM K Tabnuue.

8. EaHULbI M3MepeHns 1 COKpaLLeHns

Enunnupbl n3mepenna fatotca B8 MexayHapogHoii cucteme egunny (CU).

CoKpaLueHna CnoB He JONYCKaloTcA, Kpome 06LLienpuHATbIX. Bce abbpeBuatypbl
B TeKCTe CTaTby JOMKHbI ObITb MONHOCTbIO pacLuMdpoBaHbl MU NEPBOM YNOMUHAHIM
(Hanpumep, komnbtoTepHaa Tomorpadua (KT)).

9. Cnucok nutepatypbl

Ha cnepytowueli nocne TekcTa CTpaHuLe CTaTbit BOMKEH pacnonaratbea CINCOK
LMTMpyeMOil NTepaTypbl.

Bce MCTOUHMKI JOMKHBI ObITb NPOHYMEPOBaHbI, HyMepaLmsa 0CyLLeCTBAAETCA
CTpOro B andaBUTHOM NOpAAKe. Bce CCbINKM Ha MCTOUHUKI IUTEPATYPbI B TeKCTe CTaTby
0603HavatoTca apabckumm Ldpamu B KBagpaTHbIX ckobKax HaumHas ¢ 1 (Hanpumep,
[5]). KonuuecTBo LUTUPYeMbIX paboT: B 0puriHaNbHbIX CTaTbAX — He bonee 20-25,
B 0630pax uTepatypbl — He Gonee 60.

(CCoInKki JOMKHBI ABATHCA HA NEPBOMCTOYHYUKY, UUTUPOBAHNE OJHOTO aBTOpa
no pabote Apyroro HeoNYCTUMO.

BKntoueHne B CMucok uTepaTypbl Te31COB BOIMOMKHO UCKNHOUMTENBHO NPH CCbI-
Ke Ha MHOCTPaHHbIe (aHIN0A3bIYHbIE) NCTOUHUKI.

CcbInKku Ha pnccepTaunm u apTopedepatbl, HeonybnnKoBaHHbIe paboTbl, a Tak-
e Ha JaHHble, NoNTyyeHHble U3 HeOQULMANbHBIX NHTEPHET-UCTOUHUKOB, He Jony-
CKalTCA.

[InA Kaxporo MCTOUHMKA HE06X0AMMO YKa3aTb: GaMUINM 1 MHULMANbI aBTOPOB
(ecnu aBTOpOB Gonee 4, yKa3biBaoTcA NepBble 3 aBTOPa, 3aTeM CTaBUTCA «U1 Ap.» B PyC-
KoM 1nm et al.” B aHrnMiickom B TekcTe). ABTOPbI LIUTUPYEMbIX UCTOYHUKOB AOMKHbI
ObITb yKa3aHbl B TOM e NOPALKE, UTO U B NEPBONCTOUHNKE.

[Tpu CCbinKe Ha CTaTby U3 XYPHANOB NOCNE aBTOPOB YKa3blBalOT Ha3BaHMe (Ta-
Tby, Ha3BaHUe ypHana, rof, TOM, Homep Bbinycka, cTpaHuubl v DOI cTaTbi (Npu Hanu-
umn). Mpu ccbinKke Ha MOHOTPad MM YKa3bIBAKOT TaKKe NONHOE Ha3BaHMe KHUMN, MeCTO
U3[aHNA, Ha3BaHWe N3AATENbCTBA, FOZ U3LAHNA, YNCIO CTPAHNL,

(1aTby, He COOTBETCTBYHLLME AAHHBIM TPEOOBAHNAM, K PACCMOTPEHUIO
He NPUHUMAIOTCA.

06wue nonoxeHus:

« PaccmoTpeHne cTatbin Ha npeameT Ny6MKaLMM 3aHMMaeT He MeHee 8 He-
Aenb.

« Bce noctynaiowme cTatby peueH3upyTca. PeleH3ua ABNAETCA aHOHUM-
HOIA.

« Pepakuua octasnaet 3a coboil npaBo Ha peakTpOBaHue CTatel, NpeacTas-
NeHHbIX K My6aukaumm.

« Pefakuma He npepocTaBnAer aBTOpCKMe K3emnaApbl XypHana. Homep
XKypHana MOXHO MONYYuTb Ha 06LWMX OCHOBAHMAX (CM. MHdOpMaLMi
Ha caiite).

Marepuanbl gna ny6nukauumu npuHumaloTca no agpecy ricn@epileptologist.ru
 06A3aTeNbHbIM yKa3aHMeM Ha3BaHMA XypHana.

Monnas Bepcua Tpe6oBaHMIt NpeACTaBNEHa Ha cailTe XypHana.





