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MopMupoBaHue KOrHUMUBHbLIX U NCUXUYECKUX HapyweHuil
npu 3nunencuu: ponb pasnuyHbiX hakmopos, CBA3aHHLIX ¢ 3a0onesaHueM
U neyeHuem (063op numepamypbl U onUCAHUA KNUHUYECKUX CNy4aes)

K.10. Myxun, O.A. IIbi1aeBa
000 «Hucmumym demckoii Heeponocuu u snurencuu um. Cesmumens Jlykus; Poccus, 108840 Mockea, Tpouuk, ya. Haecopnas, 5

Konmaxmotr: Koncmaumun IOpvesuu Myxun center@epileptologist.ru

Koenumuenvie u ncuxuveckue HapyuieHus 00CMamMo4HoO Yacmo 8CMpPeHaromes npu SNULEACUU U 3HAHUMEAbHO CHUICAIOM KA4eCcme0 JCU3HU
nayuenmos u uaeHoe ux cemel. Ilpumepnoy 35 % nayuenmos, Hecmomps Ha AeueHue, COXPAHSIIOMCA PA3AUYHble HAPYUIeHUS UHMeAleKma,
noeedenus, apgexmueroli cghepvl pasHoil cmeneHu euipaiceHHocmu. B uyeaom ncuxuueckue (aghghekmueHvle, mpegodicHble U ncuxomuueckue)
paccmpoiicmea écmpevaromes npu snuaencuu 8 2—3 pasza uawe, yem 6 o6ueli nonyaayuu. Haubonee uacmo ecmpewaemcs denpeccus: pac-
npocmpaneHHocms denpeccuu u mpegoeu npu snusencuu eapsupyem om 20 do 55 % (u 6oaee uem y 50 % nayuenmoe ¢ pesucmeHmuol
@okanvHoll Snunencueil, 0cobeHHo snutencueil 8ucouHol doau). lemu 5613H0Mcs 0COOEHHO YA36UMOILL Kamezopueil NayueHmos: Kpome
CMOUKUX HapyWeHUll uHmenteKma (YMCmeeHHas OMCManocmy) y HUX 603MONCHbL CReyldhueckue HapyueHus 6 ude 3a0epicKu ncuxuvec-
K020 U peueoeo pazeumius, mpyoHocmeil 00y4eHus, CUHOPOMA 0ehuUUMa GHUMAHUS C 2UNEPAKMUBHOCTIBIO.

Tpuyunamu KOSHUMUBHBIX U NCUXUMECKUX HAPYUEHUD Y OONbHbIX SnUAencueil Mo2ym Oblmb HenocpeoCmeeHHo GaKmop, Aexcauuii
6 0CHO6e nunencuu (eeHemuueckoe 3a6oresanue, cmpyKmypHuli depekm mo3ea u 0p.), Snuienmu4eckKue npUCmynsl, UHMepPUKmansb-
Has dnUNenmUupopMHas AKMUBHOCMb, N0OoUHble dPexmobl anmusnurenmuyeckux npenapamog (A211). Bo mroeux cayuasx y 60abHO-
20 InUAencuell couemaromces HeCKoAbKO U3 IMUX NpU4ut, U Hepeoko mpyoHo Ovieaem onpedeaums, Kakas u3 Hux eedyujas. Bxaao
KOHKPemHbIX (paKkmopos oueHums 00Cmamo4Ho CA0NCHO, MAK KaK pazHble (PaKmopbl MOZYm 0KA3bl6aAmMb HE3A8UCUMOe PA3AUMHOEe 81U~
AHUe Ha KoeHUmMueHbvle HapyueHus. Ha nekomopuie u3 nepevucienHbiX npuvuHt, 1edcaujx 6 0CH08e KOCHUMUBHBIX U NCUXUYECKUX HA-
DPYULeHU npu SNUANCUU, MOICHO HOBAUSMY U MAKUM 00DPA30M YMEHbUWUMb cyuecmeyrowuil puck. K maxum mepam omuocames panuss
duaeHocmuka u sgpexmusHoe adeKksamuoe nevenue INUIeNMUYecKoil SHyedaronamuu, KaKk Mo3CHo 001ee paHHUL KOHMPOAb NPUCMY -
noe, onpasdannoe naznavernue ADIl y demeii ¢ KOCHUMUBHBIMU HADYUEHUSMU HEU3BECMHOL IMUOA0UU U HACMbIMU INULENMUPOPM-
HbIMU paspadamu Ha 31eKmposHuedaroepamme, MmuamesbHulil KOHMpPoAb KOSHUMUBHbIX n0O0UHbIX d¢hdekmos ADII u ouenka coom-
HOWleHUs N0Ab3A — PUCK, PAHHee Xupypeuueckoe AedeHue nayuenmos ¢ pe3ucmenmuocmoio k mepanuu. besycaosno, éascnyro pons
6 neyeHuu snuaencuu uepaem npumenerue AJII ¢ nauboaee b6aazonpusmuoim npoguiem eausHus Ha Koenumushvle pyHkyuu. Ilpu re-
YeHuu snunencuu y demeti 0coberHo 6axcho omoagams npeonoumerue ADII, He OKka3vl8AIOWUM HE2AMUBHO20 BAUSHUS HA KOCHUMUBHYHO

cepy.

Karouesvie caosa: snunencus, Hapyuienue KOCHUMUBHBIX QYHKUULL, NCUXUHeCKUe HapyuleHus, denpeccus, NCUX03, aHmuInuIenmu1ecKue
npenapamolt, nobo4Hble dhpeKmol
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THE FORMATION OF COGNITIVE AND MENTAL DISORDERS IN EPILEPSY: THE ROLE
OF VARIOUS FACTORS ASSOCIATED WITH DISEASE AND TREATMENT (A REVIEW OF LITERATURE
AND CASE REPORTS)

K. Yu. Mukhin, O.A. Pylaeva
Svt. Luka’s Institute of Child Neurology and Epilepsy; 5 Nagornaya St., Troitsk, Moscow 108840, Russia

Cognitive and mental disorders often occur in patients with epilepsy and significantly reduce the quality of life of patients and their families.
Approximately in 35 % of patients, despite treatment, various violations of intelligence, behavior, affective sphere of different degree of severity
are preserved. In general, mental (affective, anxious and psychotic) disorders occur in epilepsy 2—3 times more often than in the general
population. The most common is depression: the occurrence of depression and anxiety in epilepsy varies from 20 to 55 % (and more than 50 %
of patients with refractory focal epilepsy, especially epilepsy of the temporal lobe of the brain). Children are a particularly vulnerable catego-
ry of patients: in addition to persistent intellectual disabilities (mental retardation), they may have specific impairments in the form of mental
and speech development delay, learning difficulties, attention deficit hyperactivity disorder.

Causes of cognitive and mental disorders in epilepsy can directly be the factor underlying epilepsy (genetic disease, structural brain defect,
etc.), epileptic seizures, interictal epileptiform activity, side effects of antiepileptic drugs (AED). In many cases, a patient with epilepsy
combines several of these causes, and it is often difficult to determine which one cause is leading. The contribution of specific factors is dif-
ficult to estimate, because different factors can have an independent different effect on cognitive impairment. Some of causes underlying
cognitive and mental disorders in epilepsy can be influenced and thus reduce the existing risk. Such measures include early diagnosis and
effective adequate treatment of epileptic encephalopathy, as early as possible control of seizures, justified appointment of AED in children
with cognitive impairment of unknown etiology and frequent epileptiform discharges on the electroencephalogram, careful monitoring



PYCCKUM

wssit TETCKOM
HEBPOAOTI' MU

3

of cognitive side effects of AED and assessment of benefit—risk ratio, early surgical treatment of patients with resistance to therapy.
Of course, the use of AED with the most favorable profile of influence on cognitive functions plays an important role in the treatment
of epilepsy. In the treatment of epilepsy in children, it’s especially important to give preference to AED, which doesn’t negatively influence

on the cognitive sphere.

Key words: epilepsy, cognitive impairment, mental disorders, depression, psychosis, antiepileptic drugs, side effects

Briaronapst 3HauMTE ILHOMY ITpOTPEcCy B chepe nuar-
HOCTUKH 1 JICUESHUS SMTUJIETICUM B HACTOSIIIIEE BPEMST 3TO
3a00JieBaHUE cUMTaeTCsl KypadeabHbIM. [1pu paBuiIbHO
MoI0GPaHHOM JieueHUr pumepHo y 60—70 % marureHToB
HACTyIaeT pEMUCCHST W HaOTI0aeTCs CHUXKEHUE YacTo-
ThI MPUCTYTIOB Gosiee yeM Ha 50 % [4, 13]. Tem He MeHee
OCTaeTCsl HEPEIIEHHBIM €11Ie 1IEJIbIN PsIT BOITPOCOB, BKITIO-
yasl JOCTaTOYHO BLICOKMII mpoueHT (He MeHee 30 %) pe-
3UCTEHTHBIX K JIeYeHU10 (hopM 3a00JIeBaHMS U TIPOOJIEMBI,
CBsI3aHHBIE CO CHIDKEHWEM KauecTBa XXU3HU TIPU STTHJICTI-
cun. bosblioe 3HaUeHUE B ONpeIeICHUN KauecTBa K13-
HU TIPY TaHHOM 3a00JIeBaHWM KaK JIJISI CAaMOTO TTallMeHTa,
Tak 1 (HEepenKo) IS YJICHOB €ro CeMbU MMEET BIMSTHUE
Ha KOTHUTUBHBIE (DYHKIIMW, HACTPOEHUE U TIOBEACHNUE.
[Tpu 3TOM HeraTUBHOE BIMSIHUE HA KOTHUTUBHBIC U TICH-
Xr4yeckKre (PYHKITMY MTaIIMeHTOB MOXEeT 0Ka3bIBaTh KaK ca-
MO 3a00JieBaHKE, TaK U €T0 JICUCHUE.

Xots 6oee 50 % GONBHBIX SMUJIEIICUEN HE UMEIOT
BBIPAXKEHHBIX KOTHUTUBHBIX 1 TICUXWYECKUX HAPYIIEHUI
Jaxe TPy TTPOIOJKEHWH TIPUCTYIIOB, TIPpUMepHO y 35 %
MMaIMeHTOB, HECMOTPSI Ha JICYeHUE, COXPAHSTIOTCST pa3iny-
HbIe HapyIIIeHWs] MHTEJUIEKTa, TToBeieHu s, ahPeKTUBHOM
cepsl pa3HOIi CTENIEHU BbIpaXXeHHOCTH [12].

KornutrBHBIE HapyIIeHUST (HApyLIEHWUST BHICIIIUX KOP-
KOBBIX (DYHKIIWIT) U MOBEIEHYECKHE PACCTPOICTBA MOTYT
TPEIIECTBOBATD AEOIOTY SMTUIETICUN, MOTYT TTOSIBIISITHCSI
ToCJIe Havyasia IMPUCTYIIOB, MOTYT ITPOIPECCUPOBATH ITO Me-
pe pa3BuTus 3adoaeBaHus [25]. Bo3aMoxHO Kak riodaib-
HOE HapyIllieHe KOTHUTUBHBIX (DYHKITNH, OXBaThIBAIOIIEE
Bce (pyHKIIMOHATbHBIE JOMEHBI, TAK 1 IMapIMaibHOE Hapy-
IIeHWe OTACTbHBIX (DYHKIIMI, HAITPUMED, TaMSITH 1 BHU-
Manwust. Hapsimy ¢ HecnieriubriecKuMuy HapyIeHUSIMUA BbI-
JIeJIEHBI OTJeJIbHBIE PACCTPOMCTBA, Yallle BCTPEYaroIInecs
TP SMUJIETICUU B CBSI3U C OMPENCTIEHHOU JIOKIU3alue
TMOpaXXeHMsT I TIPUEMOM KOHKPETHBIX aHTUATTAJIETITH -
yeckux npemnaparon (ADI1). B Tom yucie K HUM OTHOCSIT
crienuduvecKrue HapyIIeHUs TaMsTH TIPU TUTITTOKaM-
MMaJIbHOM CKJIEPO3€ U TPYAHOCTH TI000Pa CJIOB TMOCTIE XU -
PYPTUUYECKOTO JICYEHUST TaHHOM (DOPMBI WU TIPU TIpUe-
Me Tonupamara u ap. OgHoi U3 Harbosiee YacThIX Kajao0
1 00BEKTOM MCCIIeJOBAHNT KOTHUTUBHBIX HApyIICHUI
TpU 3NUJIeTICUK B yesioBusx rpuema ADI siBiseTcst Tak
Ha3bIBaeMOE KOTHUTHUBHOE 3aMeJIeHre (TOPMOXKEHUE) —
CHIXKEHHE CKOPOCTU MBICUTEbHBIX TTpoLeccoB [39].

CrnenuduyHOM 1151 AeTel ¢ SMUIETICUE] SIBIISIETCS BO3-
MOHOCTb (DOPMUPOBAHUS TTOJI BIUSTHUEM 3a00JIeBaHUSI
U JIEYCHUS] HE TOJIbKO CTOMKWX HapyIIeHU MHTEIEKTa

(YMCTBeHHasi OTCTaJOCTh), HO TaKXKe M 3aJePKKU TICH-
XMUYECKOTO U PEUEBOTO Pa3BUTHSI, TPYIHOCTEH OOydeHMsI.
Kpome Toro, ogHa u3 cieumduyeckux npoodiem y aetei
C BIUJIETICHEN — MPOSIBIICHUE CUHIpOMa Je(UIuTa BHUMA-
Hus ¢ tunepaktTuBHocThIO (CABI), xapakrepusyonierocst
TUTIEPaKTUBHOCTBIO, HEBHUMATEIBHOCTHIO, UMITYJIbCUB-
HOCTBIO, HApYyIIIEHWEeM TIPOrpaMMUPOBAHUSI M KOHTPOJIS.
CJBI BcTpeuaercs y 7—9 % meTcKoro HaceJIeHMsI, HO cpe-
IV JIETe# ¢ SIWIIETICUEN eTo pacTipOCTPaHEHHOCTh JOCTH-
raet 20—50 % [87]. B HacTos11Iee BpeMst MeXKILy MCCIIeI0-
BaTeJISIMU TTPOJIOJIKACTCST AUCKYCCHSI O TOM, OTIIMYAETCS JIN
CBI npu 3nuiencuu oT JTaHHOTO PacCTPOMCTBA Y AeTel,
He CcTpafamolmx anwiercrueil. MHbIMU ciioBamMu, sIBIISIeT-
cs1 7 B cityvae CIIBT nipu snuencuu ne(uiiuT BHUMaHUS
TEPBUYHBIM MM (DOPMUPYETCSI BTOPUYHO KaK 3aMeIICHUE
MPOIIECCOB TIepepabOTKM MH(OpMaIMK B pe3y/IbraTe BO3-
JeicTBUS anuienTuyeckoro npouecca uiau ADIT [87].

B 1iesioM nmetu ¢ amuierncueii siBasoTcss 0COOEHHO
VSI3BUMOM KaTeropueil B OTHOIIEHWH BBICOKOTO pHUCKa
pPa3BUTHUS KOTHUTUBHBIX, TTOBEJICHYECKUX U TICUXUYE-
ckux HapymeHuit. [To maHHBIM TIpoBeAeHHOTO B Benmu-
KOOpuTaHUU monyJsaiuoHHoro uccienopanuss CESS
(Children with Epilepsy in Sussex Schools) ¢ mpumeHe-
HUEM COBPEMEHHBIX JUAarHOCTUYECKUX MHCTPYMEHTOB
(Diagnostic and statistical manual of mental disorders 1V,
DSM-1V), y 80 % neTeii GbIIM BISIBJICHBI TOBEICHUECKIE
W/WI KOTHUTUBHBIC HapylleHusl, y 40 % — UHTEJIEKTY-
anbHble HapylieHus:, y 33 % — CABI, y 21 % — aytuctu-
YECKOEe PacCcTpoiCTBo [67].

IMaueHTHl C ANUIENICUEN YacTO CTPAIAIOT OT CO-
MyTCTBYIOIMMUX ad(EKTUBHBIX HApYIIeHU, 0COOEHHO
Jeripeccuu. PacripocTpaHeHHOCTD AETIPeCCUU U TPEBOTH
y MaIMeHTOB C SIWIETICUEH, TTO TaHHBIM pa3HbIX UCCIIe-
nmoBaHuii, Bapeupyet ot 20 10 55 % [15] u Goiee BbICOKa
TPY PE3UCTEHTHOCTH TIPUCTYIIOB K JieueHuo0. [1o JaHHbIM
L.S. Boylan (2004), pacripocTpaHeHHOCTb IeIPECCUU J10-
cruraet 54 % y malMeHTOB ¢ pe3UCTEeHTHBIMU (popMaMm
STUJICTICUY, HAOTIONAIONINXCS B CITEIIMATM3UPOBAHHBIX
neHTpax [24]. HanpuMmep, B cucteMaTuyeckom ob3ope
K.M. Fiest u coanrt. (2013) pacripocTpaHeHHOCTb aKTHUB-
Ho nenpeccuu cpenu 29 891 mauueHTOB ¢ ANUIeTcuein
coctaBua 23,1 % (95 % noseputenbHbIif wHTepBa (M)
20,60—28,31), otHowenue maHcoB (OLL) ais akTUBHOM
nernpeccuu rpu smwterncuu — 2,77 (95 % AN 2,09—3,67).
Hnga 5454 manMeHTOB € SMUJETICUEH, YUACTBYIOIIUX
B 5 MICCIIEIOBAHMSIX, YaCTOTA Pa3BUTHSI ICTIPECCUU Ha TIPO-
TsSDKEHUM XU3HU coctaBuiaa 13 % (95 % AU 5,1-33,1),
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OII (3 uccnenosanus, 4195 nauuenron) 2,20 (95 % AN
1,07—4,51) [35].

IMpu snmencum Takke BO3MOXHBI TICUXOTUIECKUE
HapylleHus. XapaKTepHbIM UMEHHO IS 9TOTO 3a00JieBa-
HUSI BADMAHTOM WHTEPUKTAIIBHOTO TICX03a SIBJISIETCS] CUH-
JIPOM HACUJBbCTBEHHOU HOpMaJIM3alliM, COCTABIISIONINIA
8 % Bcex ciydaeB Ticuxo30B mpu anwtericuu (P. Wolf, 1991)
[12]. YacToTa adpbeKTUBHBIX U TICUXOTUYECKUX HApYIlle-
HUI elle 60Jee BbICOKA MPU PE3UCTEHTHON ME3UaIbHOMN
BMCOYHO SITUJICTICUM TI0 TIPUIMHE CBSI3U JTAaHHBIX OT/IEJIOB
C TUMOUYECKOW CUCTEeMOIi, OTBEUAIOIIEeH 3a PETY/ISILUI0
amoruii. Jlerpeccust BeisiBIsieTcst 6osiee yeM y 50 % naru-
€HTOB C PE3UCTEHTHOI (POKATBbHOI SNuIenicueit, 0co0eH-
Ho snunencueit Bucounoit noau (C.E. Elger, D. Schmidt,
2008). OTmeyeHa BaxkHasi poJib B Pa3BUTUU ACIIPECCUU
najeoKopTUKaAIbHOI BUcouHOM anuienicuu (A. Quiske
u coaBrt., 2000). BoJbILIMHCTBO aBTOPOB OTMeYaloT OoJjiee
YacToe pa3BUTHE ACMPECCUU Y OOJTBHBIX CO CIOXHBIMU
MmapiyaJbHBIMU TIPUCTYTIAMU, OCOOCHHO MCXOISIIMMU
u3 BucouyHoi nosu (L. Altshuler u coast., 1990; O. Mendez
U coaBT., 1986), a TakKe y GOJBHBIX C TTOJIUMOPGHU3ZMOM
npuctymnos (B. Dodrill u coast., 1986) [1].

B nenom ncuxudeckue (abbekTUBHbBIEC, TPEBOXKHbBIC
U TMCUXOTUYECKHUE) PACCTPOICTBA BCTPEUAIOTCS TP MU -
Jiericuu B 2—3 pa3za yailie, yem B o011ieit nonyasunu [48].

Tsoxenbie IenpecCUBHBIE U TICUXOTUYECKUE HapyIlle-
HUS MPENCTaBIISIOT OCOOEHHYIO OMMACHOCTD /11 OOJIbHBIX
U X OKPYXEHUs U TPeOYyIOT CBOEBPEMEHHOTO BBISIBIIE-
HUS ¥ aiekBaTHOM Tepaniu. OCOOEHHOCTH MCUXUIECKUX
paccTpoMCTB, CBSI3aHHbIE ¢ MpUMeHeHueM ADII, OyayT
pacCMOTpPEHBI 1ajiee.

MOHO BBIIETUTH HECKOJBKO BO3MOXHBIX IIPUYNH
KOTHUTUBHBIX M MICUXUYECKUX HAPYIICHUN Y OOTbHBIX
snuiencueit [45]:

* (pakrop, Jexalluii B OCHOBe amnujienicuu (reHe-

TUYecKoe 3a0o0jieBaHUE, CTPYKTYPHBINA Ae(heKT
Mo3ra u Jip.);

*  BIWIENTUYECKUE IPUCTYITHI;

*  WHTepUKTaJdbHas 3MWIENTUGhOPMHAs aKTUB-
HOCTB;

* nobouHble 3pdexTsl (I1D) ADII.

Th. Deonna u E. Roulet-Perez (2007) yka3biBaioT

Ha psia 3a00JIeBaHUI, KOTOPbIE HEPEIKO MPUBOIAT K pa3-
BUTHIO STUJICTICUY B COYETAHUN C KOTHUTUBHBIMU Hapy-
mweHusmu [31]. K HuM otHocsTCS:

*  XpPOMOCOMHBIE 3a00JIeBaHUs, ACCOLIMUPOBAHHbBIE
C ANWICTICUEH;

*  MOPOKU Pa3BUTHUS TOJOBHOIO MO3Ta;

*  IpUOOpPEeTEeHHOE MOPAXKEHNE TOJIOBHOTO MO3ra;

*  3NWIENTUYECKNE CUHIPOMBI C PETPECCOM KOT-
HUTUBHBIX GYHKIUN (aNUIenThuYecKre sHeda-
JIOTIaTUM);

*  SNWIENTUYECKUE CUHAPOMBI, COTTPOBOXIAIOIIIM -
€Csl IIOCTOSIHHOW MPOJOJIKEHHOM MU K-BOJIHOBOU
aKTUBHOCTBIO B (pa3y MEeIJIEHHOTO CHa;
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*  3a0oJieBaHUS W3 IPYMITbI HAPYIIIEHUT 0OMeHa Be-
LLIECTB, ACCOLIMUPOBAHHBIE C AMUICTICHUEHA.

BaxxHO y4uTBIBaTh, YTO Y OJHOTO TMAIIMEHTa B OCHOBE
KOTHUTUBHBIX U MICUXUYECKUX HAPYILIEHUI MOTYT JIeXaTh
HECKOJIbKO YKa3aHHbBIX MPUYMH (KaK MPaBUJIO, UMEHHO
TakK 1 ObIBaeT). Bkiaa KOHKPETHBIX (haKTOPOB OLIEHUTH
JIOCTATOYHO CJIOXHO, TaK KaK pasHbie (HaKTOPbl MOTYT
OKa3bIBaTh HE3aBUCUMOE PA3IMYHOE BIUSIHUE HA KOTHU-
TUBHBIE HapYIICHUS MIPY 3NWJIencuu. B HacTosiiee Bpemst
MPOAOIKAIOTCS MHOTOUMCIEHHBIE UCCIEA0BAHNUS, LIETbIO
KOTOPBIX SIBJISIETCS OLIEHKA HE3aBUCUMOTO BKJIa/la pa3HbIX
(akTOpOB B pa3BUTHE HAPYIIEHUII KOTHUTUBHOW U MCUXU-
yeckoii cpepsl npu smmwtericuu. Hanmpumep, B uccienoBa-
uun E. Grevers u coaBr. (2016) ¢ yuactriem 80 B3pOC/IBIX
MaLMEeHTOB C KPUNITOTEHHOM (hOKATbHOM SMUJIETICUEN olle-
HUBAJI CKOPOCTb MBICJUTEIbHBIX TPOLIECCOB U CKOPOCTh
TMICUXOMOTOPHBIX peaKIuii C TOMOIIbIO HEHPOIICUXOJIOTH-
YECKHUX TECTOB (TEMIUHT-TECT U BPEMSI PEaKIIMU) U OIpe-
JIEJISUTU KOPPEJISILIUIO MOTYYEHHBIX TAHHBIX C PA3IMYHBIMUA
dakTopamu Mpu SMWIETICUU (SMIIENITUIECKIE MPUCTYIIHI,
BO3PACT U YPOBEHb OOpa30BaHUs MallUEHTa, CXeMa Tepa-
nuu). ABTOPBI COOOIIUIIN, UTO JICUEHUE U MPUCTYTIbI OKa-
3bIBAIOT HE3aBUCUMOE Pa3TUYHOE BIUSIHUE HAa CKOPOCTh
TMICUXOMOTOPHBIX peaKIMii. YCTaHOBJIEHA CBSI3b CKOPOCTHU
nepepadoTKU CI0XHON MH(pOPMALIMKU ¢ HAJTUYMEM Y Ta-
LIMeHTa TOHUKO-KJIOHUYECKUX MPUCTYIIOB, B TO BPeMsI Kak
CKOPOCTD BBITIOJIHEHUSI MEHEE CJIOXKHBIX 3aaH1ii O0JTbIIEeH
cTereHu Koppeauposaja ¢ Hatruuem [19 ADIT [39].

Ha HekoTopble U3 nepeyncaeHHbIX MPUYWH, JeXa-
II1X B OCHOBE KOTHUTUBHBIX U ICUXUYECKUX HAPYIIEHU I
MpU 3MUJIETNCUN, MOXHO MOBJIUATH U TaKUM 0Opa3om
YMEHBIIUTH CYIIECTBYIOLIMIA pucK. K TakuM MepaM OTHO-
CSITCSI pAaHHSISI AMarHOCTUKA U 3(PDEeKTUBHOE afeKBaTHOE
JIEYEHUE SMUIENITUYECKON dHIIeDATONMaThH, KaK MOXHO
0oJsiee paHHUI KOHTPOJIb MPUCTYIIOB, OMPAaBIaHHOE Ha-
3HaueHue ADII y nereii ¢ KOTHUTUBHBIMU HAPYIIEHUSIMU
HEU3BECTHOU 3TUOJIOTUU U YACTBIMU SMUICTITU(DOPM-
HBIMU pa3psilaMu Ha 2jeKTpoaHuedanorpamme (B30I),
TIIATeJbHBIA KOHTPOJb KOTHUTUBHBIX [1D ADIT 1 olieHKa
COOTHOUIEHMUS TTOJIb3a—PUCK, PAHHEE XUPYPTUUYECKOE Jie-
YyeHUue MalMeHTOB ¢ Pe3UCTEeHTHOCThIO K Tepanuu [25].
besycnoBHO, BaxKHYIO POJIb B JICUEHUU MUJICTICUN UTPACT
npuMeHeHue ADII ¢ Hanbosee 61aronpUsATHLIM NPOhU-
JIeM BJIMSTHUS HA KOTHUTUBHbBIE (DYHKITUHA.

C npyroif CTOpoHbI, HEKOTOPBIE U3 (PAKTOPOB, JiexkKa-
IIAX B OCHOBE KOTHUTUBHBIX HAPYILIEHUH MTPY SMWICTICUU,
B HacTosI1Iee BpeMs He TTOIIAI0TCS KOHTPOITIO (HarpuMmep,
TeHEeTUYECKUE HAPYIICHUS U XPOMOCOMHBIE aHOMAJTUM ).

Ponb amuonoruu anunencuu B passumuu KOrHUMUBHbLIX

HapyweHuil

[MpuunHa, nexaniasi B OCHOBE STUJICTICUU, SBIISI-
€TCSI U OCHOBHBIM (PAKTOPOM HETaTUBHOTO BIIMSTHUS
3a00JieBaHUsI HAa KOTHUTWUBHBIC GyHKIUU. Kak mpu-
oOpeTeHHbIe MPUUYUHBI (YepPEeImTHO-MO3roBasl TpaBMa,
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TUTTOKCUIECKU-UIIIEMUIECKOE TMepUHATAIBHOE TTOpake-
HUE TOJIOBHOTO MO3Ta, Me3uaIbHbI BUCOUYHBIN CKIIEPO3
B pe3yJIbTare JUTMTeIbHBIX (heOPMITBHBIX IIPUCTYTIOB U JIp. ),
TaK 1 TeHeThYecKue 3a001eBaHusI (TyOEpO3HbBIIi CKIEPO3,
CUHAPOMBI JIOMKOI X-XxpoMocoMbl, Perta, /IpaBe u MHO-
TUe IpYTre) OOBITHO BBI3BIBAIOT HE TOJIBKO SIUJIETITUYEC-
KUe MPUCTYTIbI, HO Y BhIpaXKeHHbIE KOTHUTUBHBIE Hapy-
meHus [42].

MOXHO BBIIEIUTH 2 OCHOBHBIE 3THOJIOTHMYECKUE
TPYTIIIBI, JIeXXallie B OCHOBE AMUJICTICUM U YacTO UTpa-
fOIII1e 3HAYMMYIO POJIb B pa3BUTUN KOTHUTHUBHBIX U TICU -
XMYECKUX HapYIIEHUI: TEHETUIECKIE M XPOMOCOMHBIE
aHOMAaJIMY U CTPYKTYpHBbIE HApYIIIEHUST B MO3Te.

Wrak, B ocHOBe 3a00JieBaHUS MOTYT JieXXaTh reHe-
THYECKHE ¥ XPOMOCOMHbIE AHOMAJIMH, aCCOLIMMPOBAHHBIE
¢ HabopoM (PeHOTUTTNIECKUX TTPU3HAKOB, BKIIFOUAIOIIINX
Kak 3MUJICTITUIeCKIE TIPUCTYIIBI, TaK Y BBIPaKECHHbIE KOT-
HUTWBHBIC HapyIlleHUs (HarpuMmep, cuHapoMbl JlayHa,
Amnrenbmana, JIpase u 1p.). B HacTosiiee Bpemst Om1ucaHo
HECKOJIbKO COTEH MOHOTEHHBIX CHHIPOMOB, aCCOLIMMPO-
BaHHBIX C KOMOMHAIIMEW SMUJIETICUY M KOTHUTUBHBIX Ha-
pyuieHuii. Eciim yauThIBaTh CUHAPOMBI C TIOJIUTEHHBIM TH -
TIOM HacJieOBaHUsI ¥ XPOMOCOMHBIE aHOMAJTUH, TO YUCIIO
JAHHBIX 3200JIeBaHUIT 3HAUUTETHLHO BbIIE. MeXaHU3MBI,
JieXalne B OCHOBE TeHETUIECKUX HapyIIeHU I TIpU TeHe-
TUYECKUX CUHAPOMAX, pa3JIMIHbI U B HACTOSIIIEE BPEMs
He JIo KOHIIa u3y4eHbl. Hanpumep, npu cuaapome pase
B Pa3BUTMU KOTHUTUBHBIX HAPYIICHW UTPAET POJIb Ka-
HaJIOTIaTHSI.

J11s1 BBISIBJIGHUST TAaHHOTO 3TUOJIOTUYECKOTO (haKTopa
W YCTAaHOBJICHUsI TOYHOTO JMarHo3a MpUMEHSIIOT COBpe-
MEHHBIE BBICOKOpPA3pelIalolue MeTOIbl TeHETUYECKOTO
WCCIIETOBAHMST: XPOMOCOMHBIM MUKPOMAaTPUIHbBIN aHAJTA3
(nn1s BBISIBJIEHWST aHOMAJIUIA XpOMOCOM), crieliuudec-
KUe TTaHeJW TeHOB (0COOEHHO 3MWIeNTUYeCKas MaHesb)
W CEKBEHUPOBaHUE 2K30Ma (IJIs1 BBISIBICHUS] MYyTaIdil
B reHax).

HecMoTpst Ha TO 9TO TeHETUYECKHNE UCCIIeTOBAHUS
y peOeHKa MOTYT ObITh aCCOIIMMPOBAHEBI C PSIZIOM 3THUYEC-
KX IPO0JIeM U TIepeXkUBaHWIA POIUTENICH, POAUTENISIM He-
00X0IMMO OOBSICHUTD, UTO YCTAHOBJIEHUE TOYHOTO JTHAr-
HO3a TeHeTUYECKOTO 3a00JIeBaHMS UTPAeT OYCHDb BaXKHYIO
pOJIb, @ UMEHHO:

*  3alIMIIAeT CeMbIO OT MHOTMX HEHYXHBIX B JIaH-

HOM CJTyJae 1 HEpEeIKO JTOPOTOCTOSIIINX UCCIIEN0-
BaHWI1 (B TOM YKCJIe B paMKaX MTPeXUPypPrudyecKoin
JNIMUATHOCTUKU);

*  TI03BOJISIET OTIPENeUTh NMTPOTHO3 3a00IeBaHMsI,
B TOM YKCJI€ U B OTHOLIEHWU BO3MOXHOCTEU
JBUTATEJIbHOTO W MHTEJUIEKTYaJIbHOTO Pa3BUTHSI
pebeHka;

* B psile ciyJaeB MO3BOJISIET MPOBOIUTH CITeIIUDU-

YecKoe MeTMKaMEeHTO3HOE JIeUeHNe CUHIPOMa;

*  TIO3BOJISIET TPOBECTU CBOEBPEMEHHOE 00CIen0-

BaHUeE JIUIST BBISIBJICHUST M KOPPEKIIMY HApYIICHUI
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MpU CUHIPOMaX, aCCOIMMPOBAHHBIX C TTOPOKaA-
MM Pa3BUTHUS MO3Ta U TTOpakeHUEeM BHYTPEHHUX
OopraHoB (Tak, HalpuMep, TyOepO3HbIii CKIepo3
ACCOLIMUPOBAH C MOPaXXeHWeM cepjlia, Moyek,
JIETKHX U CO CTICTIIM(PUISCKUM TTOPAKEHUEM MO3-
ra (obpazoBaHue TyOEPOB 1 10OPOKAYECTBEHHBIX
OITyXOJIei1), HEPENKO SIBJISTIOIIMMCS TTOKa3aHUEM
K XUPYypPrUYECKOMY JICUEHUIO);

*  MO3BOJISIET M30€XKaTh HelleJIeco00pa3HOro XUpyp-
TMYEeCKOro BMEIIATeIbCTBA, TaK KaK TPU OTHUX
CHHIIpOMaX XUPYPTUUIECKOE JIeUeHNE IMUIICTICUN
noka3aHo 1 3(pdeKTUBHO (HampuMmep, pu Tyoe-
PO3HOM CKJIepO3e), a IPU APYruX oHO Heapdek-
TUBHO U HE TI0Ka3aHOo;

* B HEKOTOPBIX CJIy4asix yTOYHEHHWE STUOJIOTUU Te-
HETUYECKOro 3a00JIeBaHUS OIpeae/sieT BHIOOP
peadMINTAIIMOHHBIX MEPOIIPUSATUI U METOIUK
TSI KOPPEKIIMOHHBIX 3aHITHUH C JIOTOTIEIOM, Jie-
(exronoromM, Tak Kak M3BECTHO, UTO TIPY OJHUX
3a00J1eBaHUSIX peOCHOK HE CMOXKET OBJIaJIeTh Ha-
BBIKAMM CAaMOCTOSITETbHOM XOIBbOBI, a ITPU APYTUX
OH HE CMOXET FOBOPUThH, HECMOTPSI HA MHTEH-
CHUBHBIC 3aHATUS (HAIIPUMED, IETU C CUHIPOMOM
AHrenbMaHa He (OPMUPYIOT aKTUBHYIO peub,
HO MOTYT HayYMUThCS OOIIATHCS C OKPYKAIOIIM-
MM TIpU TTOMOIIHN sI3bIKa XecToB). Kpome Toro,
B CTPYKTYpY psijia CHHAPOMOB BXOJST ayTUCTH-
YecKue TPOSIBJICHUST, TPeOYyOIIre MPUMEHEHUs
CIIeTMaIbHBIX METOAUK JUTSI Pa3BUTHUsI HaBBIKOB
0O0ILIeHUS

*  TIpY BBISIBJIEHUU TEHETUIECKOM TTaTOJIOTUM Y pe-
OeHKa MPOBOAMMBbIE Aajiee TeHETUYECKUE UCCIe-
JIOBaHMS Y POIUTEIICH KpaliHe BaskHBI IS JaJTb-
HeIIero MporHO3MpPOBaHMST TTOTOMCTBA.

Ha nmocnenHeM MeXAayHapOIHOM STUJIEHTONOTH-
yeckoMm KoHrpecce B bapcenone B 2017 1. ObL1 BBeJeH
TEepMUH «3HLEedanonaTus pa3putus» (developmental
encephalopathy) Hapsiy ¢ XOpOLIO U3BECTHBIM «3TUJIETI-
Tyeckas sHuedanonatus» [73]. [pu sHUebhanonaTusx
pa3BUTHUSI KOTHUTUBHBIC U TIOBEACHYECKIE HApyIICHUs
BBI3BAHBI CAaMUM 3a00JieBaHUEM (HarpuMep, TeHeThJec-
KWM CUHIPOMOM) M UX TeUeHUE HE 3aBUCUT OT JICUCHUS
ADII [73]. UMeHHO TeHeTUYeCK1e U XPOMOCOMHBIE aHO-
MaJIMH JIeXaT B OCHOBE dHIedaionaTuy pa3BUTHUS. DTOT
TEPMUH BBEICH JIJISI OTTMCAHUSI TPYIIILI SHIIe(aIonaTuii
¢ ne0I0TOM B paHHEM BO3pAacTe, XapaKTEePU3YIOUIUXCS
coveTaHeM KOTHUTUBHBIX HapyIIeHUI W pacCTpOUCTBa
ayTUCTUYECKOTO CITeKTpa (BKJII0Yasi HapyIIeHHs COITaITb-
HOTO B3aMMOJIEHCTBYSI, Pa3BUTHUSI PEUU U CTEPEOTUITUN).

OnucaH psf TeHOB, MYTallMd B KOTOPBIX MOTYT
CTaTh MPUYMHOUN sHUedaronaTuu pa3Butus: ARX,
FOGI1, MEF2C, MEDP2, PURA, TCF4, ZEB2, CDKLS5,
CNTNAP2, NPXN1, UBE3A, SCN2A. T1pu aToM 3a0071eBa-
HUU BbIpaKEHHBIE MHTEJIEKTYaJIbHbIE U TIOBEIEHICCKIE
HapyIIeHUsT OOYCIOBJIEHBl TEHETUIECKUMU MYTAllUSIMU
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W HE 3aBUCST OT HaJW4YUS WU OTCYTCTBUS Y TIallMeH-
TOB SMUJETITUYECKUX TIPUCTYIIOB U SMUJIETTTU(OPMHOMN
akTuBHOCTU Ha DOI. [Ipu HAMMYNKU Yy HUX SMUIETICUU
W/VJIA BBIPAXKEHHOM 3MMIenTU(hOPMHON aKTUBHOCTH Ha-
OsromaeTcs coyeTaHue sHIedaronaTuy pa3BUTUS C MU~
JIeNTUYECKO aHIedanonaTtueir. B aTux ciyvasax dak-
TOPBI, CBSI3aHHbIE C dMUWJIECTICUE U SNMUIeNTUHOPMHON
AKTUBHOCTBIO Ha DT, Hapsmy ¢ reHeTUYeCKUMU (PakTo-
paMu BHOCSIT BKJIa/l B pa3BUTHE KOTHUTUBHBIX HAPYIIIEHUI
(3HauUUTENBHO YCYIyOIsIs UX), OMHAKO, BEPOSITHO, HE SIB-
JISI0TCS ompeesoluMu. B ciydae ycrienHoro jeueHust
SMWIETNICUU — KYITUPOBAHUS MPUCTYTIOB 1 OJIOKUPOBAHUS
ANUAENTU(GOPMHON aKTUBHOCTUA — TPOSIBICHUS DTN~
JIeNTUYECKON sHIledanionaTuu MpeKpamamTcs, HO KOr-
HUTHWBHBIE HapYIIEHUS MTePCUCTUPYIOT KaK Pe3yabTaT
npoJoKaueics sHIedatonaTuu pa3BUTHS, KOTopast
yXe He 00ycoBJieHa BAUSHUEM (haKTOPOB, CBSI3aHHBIX
¢ snunencueit [77]. Takum oOpazom, aNMUIeNTUIECKIE
sHIUEedATONaTUN Y JAHHOU KaTeropuu MalueHTOoB Mpe-
CTaBJISIIOT COOOU MOArpyIny sHIedanonaTuii pa3BUTUS
[77], KoTOpbIE MOTYT UMETh TEHETUYECKYIO TTPUPOIY (Ha-
npumep, cuHApoM JIeHHoKca—IacTo MOXXET ObITh BBI3BaH
myTtauusimu B reHax GABRB3, ALG13, SCNSA, STXBPI,
DNM1, FOXG1, CHD?2) [55].

K.FE Swaiman (2017) npuBoaut B mpuMmep ciiyyau
nyruikauuu 14q12 ¢ BoieueHueM reHa FOXGI: Hayano
3a00J1eBaHUS ¢ UHDAHTUIBHBIX CITa3MOB U TUTICAPUTMUU
Ha OOI, xopouuii OTBET Ha TOPMOHAJIBHYIO TEepanuto
C TIpeKpanieHueM MPUCTYNOB U UCUE3HOBEHUEM THUIIC-
ApUTMUU, OTCYTCTBUE TTPOSIBIICHUIA SITWICTICUU B JajTh-
HeiimeM Ha hoHe (hOPMUPOBAHMS TSIKEITBIX KOTHUTUBHBIX
HapylIeHW 1 BhIPaKEHHBIX TIPOSIBIICHUI PacCTPOMCT-
Ba ayTUCTUYECKOTO crekTpa. TakuM oOpa3om, TeueHue
SMWIETICUU MPU XPOMOCOMHOI aHOMAaJTUHU C BOBJICUEHUEM
reHa FOXG1 He aBnsieTcs onpeaeasiolum (pakTopom ec-
TECTBEHHOTO TeUEeHHUS 3a00JieBaHUs, KOTOPOE HAYajIoCh
C OMWIENTUYECKON dHIe(haTONaTUN U B JajbHEHIIeM
npotekao B popme sHLebamonatuu pa3putus [77].

B GosnbpminHCTBE ciiyyaeB sHUebanonaTuu pa3Bu-
THSI HE COTPOBOXIAIOTCS BBIPAXKEHHBIMU aHOMAJTUSIMU
CTPYKTYpPbI MO3ra, HO YaCTO BCTpeYaeTCcss MUKpoliehanus
U Takue Hecreuduyeckue U3MEHEeHUs, KaK areHe3us
MO30JIMCTOrO TeJla U TUIOIIa3us 4YepBs Mo3xeuka [77].
OnHako MyTallMy B HEKOTOPBIX TeHax, JeXallux B OCHO-
Be SHIle(dasonaTuy pa3BUTUSI, MOTYT BBI3BIBAThH CITEKTP
COCTOSITHU, HEKOTOPBIE U3 KOTOPBIX COMPOBOXKIAIOTCS
AHOMAJIUSIMU Pa3BUTHUS Mo3ra. Tak, Harpumep, MyTaluuu
B reHe ARX (mepBas omucaHHas TeHEeTUYeCKasi MpUin-
Ha SMWIENTUYECKOI 3HIe(aTonaTi) MOTYT BbI3bIBATh
CIeKTp 3a00JeBaHUI B paMKax dHIe(haToNnaTuu pa3Bu-
THSI, BKI0UYast X-ClUerIeHHYIo JuccaHLedanuio [3].

B ocHoBe ammienicun 1 KOTHUTUBHBIX HapyIIeHUH
TakKe MOTYT JIeXAaTh CTPYKTYPHbIE HAPYLIEH!S B BellleCTBE
Mo3ra (IMOCJAeACTBUS MePUHATAIBHOTO MOPaXeHUs ro-
JIOBHOT'O MO3Ta, YepermHO-MO3TOBbIX TPaBM, UHCYJIBETOB,
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HelpouH@eKInit, OMmyXoJeil TOJJOBHOTO MO3Ta U Jp.).
IIpoBeaeHue MarHUTHO-PE30HAHCHOW ToMorpaduu
(MPT) ronoBHOro Mo3ra 06s13aTeJIbHO BXOIUT B IMPOTrpam-
My OOCJIeIOBaHUS MPU SMUICTICUM, OCOOEHHO B CIIydasix
MOJ03PEHUS Ha CUMITOMATUYECKYIO CTPYKTYPHYIO 31U~
JIETICUIO.

MaxkpoCTpyKTypHbIe HaApYLIEHUS] OOHAPYKUBAIOTCS
npu npoBeaeHuun craHgaptHoro MPT-uccienosanus,
U ONpeJiesieHNe UX XapakKTepa, JOKaIU3aluu U pacipo-
CTPAHEHMSI UTPAET MPOTHOCTUYECKOE 3HAUYCHUE, BIUSIET
Ha BbIOOp ADII (Tak Kak CyIIeCTBYeT LIeJbIA psiI Mpe-
napaToB, B TOM YHMCJIe U3 TPYMITbl HOBBIX, MMOKA3aHHBIX
MpPU CTPYKTYPHBIX (DOKATbHBIX SMUIEICUSIX), a TaKXKe
Ha omnpe/eseHre MoKa3aHU K XMPypruiecKoMy JICUCHUIO
SMUJIETICUY B CJIydae €€ pe3UCTEHTHOCTH.

Jlokanuzauus U xapaktep ovara MopaxeHust MOTYT
WUTpaTh BaXKHYIO POJIb IS POrHO3a B OTHOILIEHUU KOTHU-
TUBHBIX QYHKILIMIA. 3BECTHO, UTO BbIpAXXEHHbIC KOTHU-
TUBHbIEC HapyILIIEHU Yalle BCTPEYatoTCs MPU MOpakeHUN
BUCOYHBIX U JOOHBIX nojeii. Hampumep, xapakTepHbIM
HapyllIeHUeM ISl BUCOYHOM SMUJIETICUU SIBJISIETCS CEMaH-
TUYecKas BepOaibHast OeT10CTb, TPY TOM BO3MOXHO CO-
XpaHEeHUE APYTrUX KOMITOHEHTOB KOTHUTUBHBIX (DYHKIIMIA
[17], a cnencTBUEM XUPYPTUYECKOTO JICUCHUST IPU ME3U -
aJIbHOM BUCOYHOM CKJIEPO3€ HEPEIKO SIBJISIOTCS TPYIHO-
CTW TIOI00pa CIIOB.

B mocnennue roasl Bce yaiie obHapyXuBaeTcs,
YTO B OCHOBE PE3UCTEHTHBIX K Tepanuu HopM smuiiemn-
CHUU B COYETAHUU C KOTHUTUBHBIMU HAPYIIEHUSIMU JIEXAaT
MOPOKY Pa3BUTUS KOPBI TOJJOBHOTO MO3ra — (hOKaJIbHbIE
koptukaiabHble nuctuiazun (PKJI). @K/ senstorest on-
HOM 13 OCHOBHBIX TPUYMH PE3UCTEHTHBIX K Tepanuu (o-
KanbHbIX arwiternicueid. [To manHbiM R.L. Leventer 1 coaBr.
(1999), oxxunaemasi yacToTa HapylIeHUI KOPTUKATBHOTO
pazsutust (HKP) kak aTuonornyeckoro dakropa pe3uc-
TEHTHBIX (hOPM BTUIIETICHH Y AeTelt cocTaBnset 25—40 %,
pu 3ToM 0KoJio 75 % GonbHbix ¢ HKP cTpamator smu-
nencueii [7]. T1o nanHbiM Jr. V. Alexandre u coasr. (2010),
HKP gpnsiorcs aTM0I0rM4ecKUM (aKTOpOM STUIICTICUU
y 14,7 % Bcex OOBbHBIX MUJIETICUER, a 0000IIeHHAs pac-
npoctpaHeHHOCTH DK cpeny G0bHBIX SMTUIIETICUEN CO-
crapisieT 5—10 %. 1o 30 % Bcex cinyyaeB MHMAHTUIBHBIX
CMa3MOB UMEIOT B CBOCH 9TUOJIOTUU Pa3IUYHbIe KOPTU-
KaJIbHbIe AucIia3uu [7].

OueHb BaXXHO, UYTO JaHHbIE HApPYUIEHUS HEPEIKO
He oOHapykuBatoTcs rpu nposeaeHuu MPT B ctangapT-
HOM peXuMe, U MOJ03PEHUE Ha JAaHHYIO MTaTOJIOTUIO Tpe-
OyeT npoBeaeHUs Bbicokopaspelawiueit MPT (He meHee
1,5 T) no cneuuanbHOM MUIENTOJOIMYECKOM ITporpaMme
noa Hapko3oM. OHAKO Jaxe MPU MPUMEHEHUU CaMbIX
JIyYIIMX B Hallleil cTpaHe BBICOKOTOUHBIX MeTon0B MPT,
muarHoctka @KJI Hepenko 3aTpymaHeHa U TPeOyeT CIIOXK-
HOTO 1 TOPOTOCTOSIIIIETO MTPEXUPYPIUIECKOTo 00cIen0oBa-
HUSI, BKJIIOYAIOIIETO MHOTOCYTOUYHBIN BUIe0-DD'-MOHU-
TopuHT 110 cucteMe 10—10 ¢ obs3aTeIbHOMI perucTpaumeit
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SMUJIENITUYECKUX TPUCTYIIOB, METOIbI MAarHUTORHIIE(a-
Jjorpaduu, TO3UTPOHHO-IMUCCUOHHOI TOMOrpaduu, of-
HO(OTOHHOU SMUCCUOHHON KOMITBIOTEPHOI TOMOrpaduun
¥ UHOTAAa MPUMEHEHNE UHBA3UBHBIX 2JIEKTpoAoB. Llenbio
JAHHOTO 00CJeTOBaHUS SIBJISIETCS OIpeieIeHue BO3ZMOXK-
HOCTU XUPYPTUUECKOTO JICUCHUS Y YTOUHEHHE JIOKaIu3a-
LIMY SMUJIETITUYECKOro ovara.

Jlokannzauus ®KJ MoxkeT oKa3bIBaTh BIWSHUE
Ha XapakTep KOTHUTUBHBIX HapyleHuil. Hanpumep,
mpu snuierncuu, ceszanHo ¢ @K/, npossisionieiics
SMUJIENITUYECKUMU CITa3MaMu U TUIIcapuTMueil Ha DOT
B MJIaJIECHYECKOM BO3pacTe, OMucaHa 3pUTesibHask arHO-
3Us U QyTUCTUKOTIONOOHOE MOBEICHUE MPU JTOKATU3ALNN
CTPYKTYPHOTO o4ara B 3aTbUTOYHBIX oTaesax [60]. [Tpu mo-
paxkeHWU JIOOHBIX OTIEIOB Y MAllUEHTOB 3TOU KaTeropuu
MOKET HaOTI0AaThCs HAIMYKE PA3HOOOPA3HbBIX CTEPEOTH -
MU ¢ OTCYTCTBUEM MHTEpeca K OKpyxatoliemy Mupy [33].

OnHako ecid TOBOPUTH O JIOKAJW3alluy o4ara, To,
KakK MPaBWJIO, TPYAHO OMPEAEIUTh, YTO UMEET OIpee-
JII01llee 3HAUCHUE: JIOKATU3alus CTPYKTYPHOTO nedek-
Ta, JOKAIU3alUs UHTEPUKTATBHON SMUIENTU(GOPMHON
AKTUBHOCTHU WJIM €€ PaclpoCTpaHEHUEe Ha Ipyrue oTae-
Jibl. MHOTOYMCIIEHHBIE TaHHbBIE MTOKA3bIBAIOT, YTO, BEPO-
SITHO, HauOOJIblllee MOBPEXKIECHNE BbI3bIBACT MOCTOSIH-
HOE paclnpoCcTpaHEHUE IMUWICNTU(HOPMHON aKTUBHOCTH
Ha coceiHMEe 00JIaCTU U Ha MPOTUBOMOJIOXHYIO CTOPOHY
10 MEXaHW3My BTOPUYHOI OuiaTepaJbHON CUHXPOHU3A-
uu (BBC) u noctosiHHas «6omMOaparpoBKa» 3M0POBbIX
(byHKIIMOHAJIBHO aKTUBHBIX OTAENOB [7, 10].

Ponb anunenmu4ecKux npucmynos B passumuu

KOrHUMUBHbIX HApYWeHu

ITponomxaroniyecs SNWIENTUYECKUE MPUCTYITBI MO-
TYT BBI3bIBATh CTOMKMWE U MTPOTPECCUPYIONINE U3MEHEHUS
HEHPOHHBIX CBSA3EH, a B psilie CIydaeB U CTPYKTYPbl MO3-
ra. [Ipennonaraetcs, 4to Oosiee paHHUIA KOHTPOJIb MPU-
CTYIOB YJy4YIIAeT MPOTHO3 B OTHOIIEHUU KOTHUTUBHBIX
(bynkuuii [25]. MHOrue aBTOpbl CUYMTAIOT, YTO UMEHHO
paHHUI BO3pacT Ae0l0Ta MPUCTYIIOB UMEET OMpeaesi-
oulee 3HauYeHUe JJIs1 HapyluIeHUs KOTHUTUBHBIX (DYHK-
LW TIPU PE3UCTEHTHOCTU K Teparuu TaKUX MPUCTYTOB
[42]. TTo muenuto G.L. Holmes (2016), HecMOTps Ha TO,
YTO 3TUOJIOTUS SMWICTICUU, OYEBUIHO, UTPAET BEAYIIYIO
POJIb 1711 KOTHUTUBHOTO Pa3BUTHUS, TIPUCTYIIBI C 1E0I0TOM
B PaHHEM BO3pPACTe HE3aBUCHUMO OT 3TUOJIOTUH 3200J1eBa-
HUS MOTYT ITPUBECTU K KOTHUTUBHBIM HapylieHusM [42].
Hanpumep, B uccienoBaHUM HEHPONCUXOJIOTUYECKUX
yHKIIMI y neTeil ¢ pe3UCTEeHTHOM SMUJIETICUel, BbI3BaH-
HOU (hoKaTbHOW KOPTUKAIBHOU AucIUTa3ueil [52], 6puto
MOKa3aHO, YTO OCHOBHBIMU (PaKTOpamMu, CBSI3aHHBIMU
C KOTHUTUBHBIMU HapyIIEHUSIMU, ObUTH BO3pAacCT AebroTa
SMWIETICUM U PacIPOCTPAHEHHOCTh IUCIUIA3UM (€€ JI0-
Kaqu3alys urpajga MeHbIIYIO POJib), U KaXIblid U3 9TUX
(hakTOpOB BHOCWUJI HE3aBUCUMBIN BKJIaa B (popMUpoOBa-
HU€ KOTHUTUBHBIX HapylleHui. B aToM uccineqoBanum
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YYaCTBOBAJIU JE€TU, Y KOTOPBIX OBLTO MPOBEACHO XUPYP-
TUYECKOe JieueHre U BepudulirpoBaHa nucriasus. Pan-
HUIi 1e0I0T SMIWIETICUU BBI3bIBAET HApYIlIeHUE TIeproa,
KPUTUYECKOTO IJI Pa3BUTHUS, UYTO MPUBOJUT K TIOXOMY
MPOTHO3Y B OTHOIIIEHWU KOTHUTUBHBIX (GyHKIMH [52]. le-
OIOT SMUJIETITUYECKUX MPUCTYIIOB Ha 1-M roay XKU3HU —
OCHOBHOU MPOTHOCTUYECKU HEOIArONnpUsTHBIN (hakTop
Pa3BUTHS TSKEIbIX KOTHUTUBHBIX HAPYIIEHU I, 0COOEHHO
MpU HAUTMYUU UHGAHTUIBHBIX CITa3MOB U TUTICAPUTMUU
Ha OOT [43].

Tak KaK B KIMHWUYECKOW MPAKTUKE KpaliHe CIOXHO
pPa3JIMYUTh BIUSTHUE MPUCTYIIOB (MX YaCTOTHI, XapakTepa,
MPOAOKUTEIBHOCTH) U BIUSIHUE STUOJOTUU STMUJICTICUUN
U JieYeHUs1, “HOOpMaIs O BAUSHUM MPUCTYTIOB MOJTyde-
Ha MPEUMYIIECTBEHHO B UCCJIETOBAHUSX HA XXUBOTHBIX
B CBSI3U C T€M, UTO HCITOJb3yeMble MOMEIU MO3BOJSIOT
KOHTPOJUPOBATH ITUOJIOTUIO U JIEUEHUE U HE3aBUCUMO
U3y4aTh HEMPOOUOJIOTUYECKUE OCHOBBI KOTHUTHUBHBIX
HapyllIeHWI, BBI3BAHHBIX MpUcTynamu. MccienoBanus
Ha >KMBOTHBIX MOKA3bIBAIOT, UYTO SMUJIENITUYECKUE TTPU-
CTYNbl HA PAaHHMX dTanax XU3HU He MPUBOAST K rMOeIun
KJIETOK MO3ra y TPbI3yHOB, HO BBI3bIBAlOT U3MEHEHUS
HeliporeHe3a U CHHAINTOTeHe3a, MPOLIECCOB BO30YXKIEHUS
U1 TOPMOKEHMUSI, CETEBbIX B3aUMOJCHCTBUI U BDEMEHHOTO
KOIMPOBaHUS. DTU MOpdhooTnYecKue U (pusnosoruyec-
KW€ HapylIeHUs aCCOLIMUPYIOTCS C PACCTPOMCTBOM KOT-
HUTHBHBIX HaBBIKOB [42].

Ponb uHmepukmanbHoi anunenmudopMHoll aKMuBHOCMU

Ha 3nexkmpo3HuedanorpaMme B passumuu KOrHUMUBHbIX

U NCuxXuyeckux HapyweHuii

DnujienTuyecKue dHIe)aIonaTHu IeTCKOTO BO3pacTa
TPEICTABIISTIOT CO00I (hOPMBI AIMMIICTICUU, TIPA KOTOPBIX
HE TOJIKO CaMU TIPUCTYTIBI, HO M MUJIeNTU(OPMHAsT aK-
TUBHOCTH MOXET IMPUBOAUTH K TSKETBIM HaPYIIEHUSIM
BBICHINX TTCUXUIeCKUX yHKIMiA. [Tpyn anmienTuaecKkux
sHIIedAaTOoMaTUIX MUIENTUIECKAsT aKTUBHOCTb caMa
1o cedbe MOXET CITOCOOCTBOBATh BOBHUKHOBEHUIO TSIXKE-
JIBIX KOTHUTUBHBIX U TIOBEIEHYECKMX HapYIIEHU KpoMe
W CBEPX Te€X HApYIIEHW, KOTOPBIE SIBJISTIOTCST OKMIaeMBbl -
MM TIpA CaMOM 3a00JieBaHUY (HaIpuMep, TTPY KOPTUKAITb-
HBIX MaJIb()OPMAITUSIX) U KOTOPBIE C TEUEHUEM BPEMEHM
MOTYT yXyamaTbces [22]. MexaHu3Mbl BIUSTHUAS SIS TH-
(opMHOIT MHTEPUKTAILHOI aKTUBHOCTH Ha KOTHUTUBHBIC
(GYHKIIMM HETOCTAaTOYHO M3YYEHBI, OTHAKO CUUTACTCH,
YTO TaKWe pa3psiIbl OKa3bIBAIOT MOBPEXKIAIONIEE BIUSTHIE
Ha MEeXXHEHPOHHBIE B3aUMOJIEHCTBIS BO BHYTPEHHUX HEli-
POHHBIX CeTSIX Mo3ra [44].

K smunenTudeckum sHI1IEDaTONaTUsIM OTHOCSIT PSIIT
¢dopM ¢ 1edoToOM B MJIaJIcHYECKOM U paHHEM JIeTCKOM
Bo3pacTe (BKJII0Yast paHHIOI0 MUOKJIOHUYECKYTO SHIIe(a-
Jomnatuio, cuHapombl Otaxapa, Becra, JlenHokca—Iac-
TO, JIpaBe M HEKOTOPBIE IPYTUe), a TakkKe psad popm amnu-
JIETICUY C TIPOJIOJKEHHOM MTMK-BOJTHOBOW aKTUBHOCTBIO
BO BpeMsI MeUICHHOTO CHa U 0oJjiee MO3THUM JAeOI0TOM
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B IETCKOM Bo3pacTe (BKIovast cuHapombl Jlannay—Kieg-
(bHepa u nceBno-JIeHHOKCA, a TaKXKe JEKTPUUECKUM S1H-
JIENTUYECKUI cTaTyc B (ha3zy MenjieHHOro cHa (BOCM)).

BaxxHo, uTo 1 psia aNUIenTUYECKUX sHIedanona-
TUM XxapakTepHbl cienuburdeckre DD -naTTepHbl, B TOM
YuClie TUIICAPUTMUS BCEX BapuaHTOB (cuHApoM Becta),
BKJIIOYAs MaTTepH pa3psia—yraereHue (cuHapom Ortaxa-
pa), U MPONOKeHHbIe UM dY3HbIe MEIJIEHHbIE MUK-
BOJIHOBBIE pa3psiabl ¢ yacToToit MeHee 2,5 i1 (cuHapom
JlenHokca—Iacro).

Jsi CMHHAPOMOB € MPOAOJIKEHHOUW MUK-BOJTHOBOM
aKTUBHOCTBIO BO BpeMsl MeasieHHoro cHa (ITDMC) xa-
pakTepHo couetanue ¢peHomeHa [IDMC u nobpokayecT-
BEHHBIX SMIWIENTUHDOPMHBIX MaTTepHOB AeTcTBa (ADT1/1)
Ha B3I, ogHako AT/ npu snuaenTruyeckKux sHiedano-
MMaTUSIX PETUCTPUPYIOTCS] BBICOKUM MHIEKCOM MYJIBTUPE-
TUOHAIBHO, C PE3KUM HapacTaHWEM BO CHE U 1D GhY3HBIM
pacrnpocTpaHeHUEM.

DBCM — xapaKTepHbIii MPUMEP IMUICHTAYECKON
sHUedaronaTuu, XxapakTepusyloueicss riodaibHbIM
HapylIeHNeM KOTHUTUBHBIX QYHKIIUIA; TIPU 3TOM TIpU-
CTYIbI MOTYT M OTCYTCTBOBaTh (21,5 % ciydyaeB, 1Mo Ha-
1M JaHHBIM) U TMarHO3 YCTaHABJIMBAETCS Ha OCHOBA-
HUU COYETAHUS BRIPAXKCHHBIX KOTHUTUBHBIX HAPYIIEHUI
¢ TunudHeiMu DOI-narrepHamu [5, 6, 8]. [Ipu cuH-
npome Jlannay—KieddHepa B KIMHUYECKONW KapTUHE
OTYETJIMBO MpeodaafaloT pedyeBble HapylleHUus (Mpu-
oOpeTeHHas snuiernTuyeckas adasus), a Ipu CUHIPO-
Me nceBno-JIeHHOKca — 4yacTble TPUCTYIbI, CKJIOHHbIE
K cTatrycHOMY TeueHMto. Kak npasuio, ¢peHomexn [I1OMC
Ha DOI npu cunapomax Jlannay—KneddHepa u ncepno-
JleHHOKCa UMeeT BpeMeHHbII xapakTep, a npu 99CM
HaunboJiee BbIpakeH W MOCTOSTHEH, YTO OOYCJIOBIUBAET
WMEHHO TJI00aJTbHOE HapyIlleHNe KOTHUTUBHBIX (DYHKITAIA
[71]. A. Arzimanoglou u coaBT. (2004) BbIACISIOT CAEAy-
011 OCHOBHBIE CUHIPOMBI KOTHUTUBHBIX HAPYIICHUI
npu DDCM:

*  HapyueHue GyHKIMU JOOHBIX AoJiei (nedbuuut
BHUMaHUsI, UMITyJIbCUBHOCTb, arPECCUBHOCTD,
VH(MaAHTWIU3M);

*  HapylieHue o0yvyeHus (ouciaekcus, nucrpadus,
JTACKATbKYJTUS);

*  JIOKaJbHO-00YCJIOBJICHHbIE KOTHUTUBHBIE HApY-
meHus (BepdajabHbIe, 3pUTEIbHO-TIPOCTPAHCT-
BEHHBbIE U 1IP.);

* CHUMIITOMBI BBITIAJICHUST BBICIIUX KOPKOBBIX
dyHkuuii (adasus, arnpakcus, UTHOPUPOBaAHUE
MOJIOBUHBI TIpOCTpaHcTBa U 1p.) [18].

Y Bcex manueHToB ¢ DD CM BO3HUKAIOT TPYAHOCTU
00y4eHUsI, OOJILIIMHCTBO OO0JIbHBIX HE B COCTOSTHUN 00Y-
YaThCcsd MO MPOrpaMMe MacCOBOM IIKOJIbI. XapaKTepPHO
HaJIMYKe BBIpaXXeHHOTO neuiinTa BHUMaHUS (OOBITHO
B COYETAaHUU C TUIIEPAKTUBHOCTBIO), OBICTPOI HCTOIIae-
MOCTHU, MPOSIBJCHUN MCUXUUYecKoro uHdaHTuau3ma [8].
[MTpumepHo y 25 % mManMeHTOB BO3HUKAIOT CepPhe3HbIE
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HapyIIeHUs TTOBEJICHUs TI0 TUITY ayTUCTUKO-, TICUXOTIa-
TO- WK mu3odppeHonogodHoro cuuapomosn [37]. Tlcu-
XMUYECKHUE HApYIICHUS B LIEJIOM KOHCTaTUpyloTes y 81 %
60bHBIX DDCM (TpeBora, nenpeccusi, UMIYJIbCUBHOCTb,
(GpycTpaTMBHOCTH, CTpEMJIEHUE K Pa3pylIeHUIO U 1Ip.);
MPOSIBJICHUS TUTIEPAKTUBHOCTH U NeUIIMTa BHUMaHUS
00HaPYXUBAIOT 0KOJIO 50 % MalMeHTOB, MepBa3uBHbBIC
paccrpoiictBa pa3sutust — 10 70 % [23]. CteneHb BbI-
PakeHHOCTU KOTHUTHUBHBIX PACCTPOMCTB MaJlo 3aBUCUT
OT YaCTOTHI 1 XapaKTepa MPUCTYITOB U TJIABHBIM 00pa3oM
KOppeaupyeT ¢ uHaeKcom aud@y3Hoit snuaentudopm-
Hoit aktTuBHOCTU Ha OOI cHa [71]. KorHuTUBHBII nedu-
T y 60sbHBIX DDCM BO MHOTOM O0YCJIOBJIEH Hapyllle-
HUEeM (YHKIIUU JJOOHBIX JIOJEH, O YeM CBUICTEIbCTBYET
BBICOKAS YaCTOTa OOHAPYKEHMS TU39K3EKYTUBHOTO CHH -
npoma [2, 5, 8]. JIu33K3eKyTUBHbIA CHHAPOM BO3HUKAET
MPU BOBJICYECHUU IOPCOJaTePaIbHbBIX OTAEIOB JOOHOMN
Kkopbl (BcaenctBue peHomena BBC u popmupoBanus
«(DYHKIIMOHAJIBHOTO MHTMOMPOBAaHMSI») U TIPOSIBIISIETCS
HapyleHrneM (PYHKIUW TIJIaHUPOBAHUS 1IeJIeHATIPaBIICH -
HOI IeITeIbHOCTH, COIJIACOBAHHOCTH IEMUCTBUM, «TMOKO-
CTU» B OOILIEHUHU, pACCTPONCTBOM MaMsITH [9].

CornacHo coBpeMeHHOU runoreze C.A. Tassinari
u coaBT. (2012), npononxeHHas nuddy3Has snuiern-
TdOpMHAST aKTUBHOCTb B MEUICHHOM CHE TIPUBOIUT
K HapyllIeHUIO TPOLIECCOB CUHAITOTEHEe3a B pa3BUBaIO-
meMcs Mo3re pedeHKa U pacCTpPOUCTBY pernapaTUBHOMN
(BoccTaHOBUTEJIBHON) (hyHKIIUM CHA. B pe3ynbrare aToro
MPOUCXOIUT HapylIeHNe 00pa3oBaHMUsI CUHATITUYECKUX
CBSI3€li, UTO MPOSIBISIETCS MPEXAe BCEr0 pacCTPOCTBOM
naMsTHU U ycBoeHust HoBoro Matepuaia. H. Doose (2003)
MOIYEPKUBAJ, YTO B OCHOBE naToreHe3a 9DOCM MoxeT
JIexXaTh BPOXICHHAsI «HEJ0CTaATOUHOCTh MHIMOMTOPHBIX
KOPKOBBIX MEXaHU3MOB BO CHe» [32].

Kak 1 B paHee ONMCaHHBIX CUTYallUsIX, B Pa3BUTUU
KOTHUTHBHBIX HapYIIEHWI TIPU 3TOM TPYIIIE MUJIETITH -
YeCKUX dHIedanonaTuii urpaet pojib COBOKYIMHOCTb Clie-
IYIOLIMX (DAaKTOPOB:

*  BO3JECHCTBUE IMOCTOSSHHOU MPOJOJXKEHHOU
snuiienTUhOPMHONM aKTUBHOCTHU. JlaHHAs aKk-
TUBHOCTb JOJKHA UMETh BBICOKMIT MHIEKC U,
Kak npasuio, ¢eHomeH BBC (nuddysHoe pac-
npoctpaHeHue). OMHAKO BO3MOXHA U OUbpOH-
TaJlbHasl aKTUBHOCTb, a TAKXKe MPOIOIKEHHAsI
perroHabHAasI MW YHUJIaTepaibHasT aKTUBHOCTb,
OTBETCTBEHHAsI 32 BOSHUKHOBEHUE IMapIIAaTbHBIX
HapylIeHU KOTHUTUBHBIX GyHKIUH [78];

*  BO3JEHCTBUE CTPYKTYPHOTO AeheKTa;

*  HaJM4yue reHeTUYeCKOTO CUHIPOMa;

*  HempaBUJbHO MoaoOpaHHas Tepanus [23].

ITpu cunapome Jlannay—Knedduepa u npyrux dop-
Max 3MWIENTUYECKNUX SHLE(anonatnii TaHHOM! TPYIIIIHI,
COIPOBOXIAIOIINXCS SMUIETITUYCCKUMHU TTPUCTYIIaMU,
IPOTHO3 CJIEYET MPOBOIUTH OTACIBHO JUTS SITMJIETITUYEC-
KUX TIPUCTYITOB M PEYEBBIX 1 KOTHUTUBHBIX HAPYIIICHUI.
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[TporHo3 OTHOCUTEIHLHO TTPUCTYITOB BCETAA OJIATOTIPUSIT-
HBII: SMUJIETITUYECKNE TIPUCTYITHI KYITUPYIOTCS, a 31U -
JnenTudopMHasi aKTUBHOCTh OJIOKMPYETCS] TIPU HACTY-
TieHUuU nmyoepTaTHoro nepuoaa. OmHako O00JbIIUHCTBO
aBTOPOB ITPU HAOTIOIeHNUN OOJIBHBIX C CMHAPOMOM JlaH-
nay—KitecdHepa B KaTaMHe3e MoJuepKUBalOT CTORKOCTh
pedYeBBIX M1 KOTHUTUBHBIX HapyiieHuit. CoriacHo 0060-
omenabM gaHHBIM F.R. Kleffner 1 W.M. Landau (2009),
a Takxe P. van Bogaert u coaBt. (2009), oTHOCUTEJILHO
IMOJITHOE BOCCTAHOBJIEHWE PeUYeBBIX (DYHKIIMI BO3MOXK-
HO B 60 % ciydaeB nipu cuHapome Jlanmgay—Kiedodne-
pa [51]. IIporHocTHYecKu HeOJIAronpusITHOE 3HAUYEHUE
JUTSI BOCCTAHOBJICHUSI peueBOi (DyHKITUY UMEET IJTUTEb-
HOE€ TIEPCUCTUPOBAHUE AMUICTITU(GOPMHBIX U3MEHEHUI
Ha D3I, ocobenHo auddy3Hbix. K nmporHoctuyecku
HEeOJIaronpusaTHBIM (PaKTOpaM B OTHOIIEHUU PEUYEBBIX
¥ KOTHUTUBHBIX HAPYIIIEHWI OTHOCSITCST TUOJIOTHS CUH -
npoma Jlangay—KieddHepa (Mnnonatuieckuii Ujad CUM-
NTOMATUYECKUIA), paHHUII 1€00T AMUIENICUM (TTPUCTYTIOB
¥ adaszun), 60Jbliast MPOJOKUTEIbHOCTD (> 18 Mec) pe-
ructpanuu AU GY3HBIX AMWIETTUHOOPMHBIX aHOMAJTAI
Ha DOT (ocobenHo [IBMC), BbIpaXeHHbIE pedyeBbIe
W KOTHUTUBHBIC HapyllleHUs B Ae0loTe 3a0oJieBaHUS,
npuMeHeHre ADII, HeraTUBHO BIMSIOIIMX HA KOTHU-
TUBHbIC (PYyHKIMU [8].

Ilpu dokanbHBIX 3MUIIETICUSX, B TOM YUCJEe 00-
yeroBieHHbIX OKJI, cOMpoBOXIAOIINXCS Pa3BUTHEM
SMUJIETITUYECKON aHIedanonaTuu, Ha DO Hepeako
BCTPEUAIOTCS CAEAYIOUIMe MAaTTePHbI: YacThle pa3psiabl
BBC unu 6udpoHTaibHbIe pa3psabl, MyJIbTUPETMOHATb-
Hast arienTudhopMHast aKTUBHOCTb BBICOKMM MHIEKCOM
¢ popmuposanuem peHomeHa BBC.

HapytieHnst KorHUTUBHBIX (YHKITNI Y 601bHBIX DK/
C HaJTMureM MH(MAHTWIBHBIX CITa3MOB O0YCJIOBIIEHBI, C O/T-
HOW CTOPOHBI, CTPYKTYPHBIM Je()eKTOM, a C IPYroit — Tep-
CHUCTUPOBAHUEM TUTICApUTMUU Ha DI, mpruueM nocnuen-
Hee MOXET ObITh 0osiee 3HauuMO |7]. BaxkHbiM (hakTOpOM
HEOJIaronpusITHOTO MPOTHO3a Y IeTeil ¢ CMMITTOMaThye-
CKUMU (hopMaMU STTUJIETICUU SIBJISIETCST TIOCTOSTHHOE pac-
MpOCTpaHEHKE M TU(MOPMHON aKTUBHOCTH M3 OYara
TMOPaXXEeHUS Ha 30POBOE MOJyIllapye WU Ha MepeTHre 00-
Jlact Mo3ra ¢ 2 ctopoH o mexanusMmy BBC. Hamnpumep,
TIPY JIOKAJIM3aIIM1 04aroB 3MUJIENTUIECKON aKTUBHOCTH
npu OK]JI B 3amHUX OT/eaax KOPHl (TUITMYHAS JIOKAJIH -
sarus OKJI [a Tuma B 3aHeM KBaJipaHTE) 110 MEXaHU3MY
BBC moxeT BO3HUKATh MOCTOSIHHAsI «0oMOapaAupoOBKa»
ANUAENTU(GOPMHON aKTUBHOCTBIO TIEPEHUX OTIEIOB
(M3 3aTBUTOYHBIX JI0JIeli), HAUMHAIOIIASICS e1lle 0 TIepH-
OJla 3aBEePIIEHUS CO3PEBAHUS JJOOHON KOPBI, YTO MOXKET
JIEXaTh B OCHOBE TSDKEJICHIIINX KOTHUTUBHBIX HapyIIEHUI
y IaHHOM TPYMIIBI IETeil, B TOM Ynciie U (popMUpOBaAHUS
TaK Ha3bIBAEMOTO OPraHUYECKOTO ayTu3Mma. Yactoe Bo-
BJIUCHME 3aThIJIOYHOUM KOPBI B TMJICNITOTEHE3 TIPU WH-
(haHTUIBHBIX cTa3Max MOXET ObITh 00YCJIOBJIEHO OoJsiee
PaHHUM €€ CO3pPEBaHMEM IO CPABHEHMUIO C TTEPEIHUMU
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otaenamu moara [33]. B ¢BsI3u ¢ 3TUM UMEHHO TIpU J1aH-
HoM Ture 1 jokamu3anuu @KJI B KmHnIecKol KapThuHe
HauboJiee yacTo npeod1agaloT He UICTUHHO (hOKaJIbHbIE,
a MceBIOTreHepaTu30BaHHbIE IPUCTYIIBI: OUIaTepaIbHbIe
TOHUYECKUE TTPUCTYIIbI, SMWICTITUYECKUE CITa3Mbl, aTO-
HUYECKUE U MUATOHWYECKUE TTAPOKCU3MBI, a TAKXKE aTU-
nuYHbIe adcaHchl [ 7]. KimnHuYecKuii CMMOTOMOKOMIUIEKC
MOKET HAalTOMUHATh CUHIPOMBI JIeHHOKca—IacTo (ToHu-
YecKue TPUCTYIbI, aTUITMIHBIE a0CaHChI, TAPOKCU3MBbI
naaeHuii) u Jo3e (MUOKIIOHUYECKHE, MUATOHUYECKUE
TPUCTYTIBI, aTUMIHbIe adbcaHchl) [43]. DK/ [ Tuna ciy-
KUT ellle OMHUM MPUMEPOM CIIOXKHOTO B3aMMOICUCTBUS
(akTopoB, Jexkalx B OCHOBE KOTHUTUBHBIX Hapyle-
HUI TIPU MWIETICUN: CTPYKTYPHOTO nedeKra, HaTundus
UHMaHTUIBHBIX (AMUIENTUYECKUX) CITa3MOB U UX 1e010Ta
B paHHEM Bo3pacTe (B MepBble 2 roja XKU3HU, OCOOEHHO
Ha 1-M romy ku3Hm), runcaputMuu Ha OBI" (ocobeHHO
JJIUTEJbHOTO TEPCUCTUPOBAHUS JAHHOTO IMaTTepHA),
«6OMOApAMPOBKU» 300POBOI reMuchepbl SMUIeNTU(HOPM-
HOI aKTUBHOCTBIO, UCXOMAIIEH U3 TIOPAXKEHHOTO MOIyIa-
pust [43]. Y 6onbHBIX ¢ @K | TMIIA prCK pa3BUTHST YMCT-
BEHHOI OTCTAJIOCTH CYIIECTBEHHO BbIlle, YeM Tipu DK
I1 Tuma. BeipaxkeHHbIe KOTHUTUBHBIC U TTOBEIEHUECKIE
pacctpotictBa y 60apHBIX @K/ I TrIa (BKITIOYAsT ayTUCTH -
KOITOJIOOHOE MOBEICHNE) He UMEIOT TeHACHLIMU K CyIlle-
CTBEHHOMY YJIYYILIEHUIO MOCJE XUPYPTUUECKOTO JICUSHUS
Jaxe B CIyyae JOCTUXKEHUS TTOJIHOM PEMUCCUU MIPUCTYIIOB
[43]. Bmecte ¢ Tem, mo MHeHuto M. Hemb u coast. (2010),
paHHee (Ha 1-M rofy Xu3HU) orepaTUBHOE BMEIIATEIbCT-
BO BO MHOTHUX CJTy4asix MO3BOJISIET CYIIECTBEHHO CHU3UTH
PVICK BBIPaKEHHOM YMCTBEHHOM OTCTAJIOCTH W HAPYIIIEHMIA
MOBeACHMS y TTallieHTOoB [7].

BesycnoBHO, TpU COYETaHNU B Pa3BUTUN KOTHUTUB-
HBIX (DYHKIIWI TIPU SMUJIETICUM MHOXeCTBa (DaKTOPOB
OYEHb CJIOKHO PENIUTh, KAKOW M3 HUX SIBJISIETCST BEYIIIMM.

JpyruM nmpuMepoM Moo0HOro coueTaHust HakTopoB
TPU TSEKETBIX (hOpMax CUMIITOMATUIECKOM (DOKaTbHOM
SMUJIETICUU Y ACTEH CITYKUT TyOepo3HbIil ckiepo3s. [1pena-
rnoJiaraeTcs, 4YTO Pe3UCTEHTHBIE K Tepanuu SMUJIEeNTH-
YecKue TIPUCTYITHl M HaJlnure MHGAHTUIBHBIX CITa3MOB
KOPPEJUPYIOT ¢ 0oJiee BEIpaXKeHHBIMUA KOTHUTUBHBIMU
HapylIeHUsIMU, B TO BpeMsl Kak 6oJjiee MO3AHUI 1e010T
MPUCTYIIOB U paHHEe HavyaJlo JIEYEHUS CBSI3aHbI ¢ OoJiee
0JIarOTNPUSATHBIM ITPOTHO30M B OTHOIIIEHUH KOTHUTUBHBIX
yHkumit. BeipaxkeHHOCTh TTOPaskeHMS TOJIOBHOTO MO3Ta
no gaHHeIM MPT, BKJTIoUast HaJTu4yue U KOJIMYeCTBO KOpP-
KOBBIX TyOEpOB, TaKKe KOPPEJIUpPYeT ¢ KOTHUTUBHBIMU
dyHkuuamu. HebnaronpusaTHbIM (haKTOPOM MPOTrHO3a
B OTHOIIIEHUY KOTHUTHUBHBIX HAPYIIEHWI KaK TIPU TsKe-
JIbIX (hOpMax MWIETICUH B 1IEJIOM, TaK U TTPU TYOEPO3HOM
CKJIepO3e SIBJISIETCS M HA4aJIo MPUCTYIIOB B MJIaIEHYECKOM
Bospacrte. I.E. Overwater u coaBr. (2016) nmpoBeu nom-
POOHBIN aHAMU3 BAUSIONIMX HA KOTHUTUBHOE Pa3BUTHE
daxropoB y 102 nereit ¢ TYOEPO3HBIM CKJIEPO30M (BKJIIO-
yast TONPOOHBIN aHATN3 METOIOB JICUSHUST) U BBISIBUJIN,
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YTO 13 Bcex (pakTOPOB TOJIBKO BO3pacT Ae010Ta MPUCTYIIOB
SIBUJICST HE3aBUCUMBIM TIPEIUKTOPOM (hOPMUPOBAHMSI KOT-
HUTUBHBIX HApYIICHU.

IIpuBoauM omnucaHue UCTOPUU OOJIE3HU HaOIIOAA-
€MOTO HaMU TIallMeHTa.

Knunuyeckuii cnyyaii 1

Iayuenm C.E., 10 sem (04.11.2006), nabarodaemcs
6 Uncmumyme demcroii nesponoeuu u snunsencuu um. Cés-
mumens Jyku (MAHD um. Ceamumens JIyku) ¢ Hosabps
2011 e. (c so3pacma 5 nem) ¢ 0uacHo30mM «@PoKaLbHAS
SnUnencus 0emcmea co cCmpyKmypHulMU U3MeHeHUSMU
6 mosee u DI na 35T (PIACUM-IDIIN); npucmy-
nol: hoxaabHvle 8epcusHble (3ambli0UHble) U AMUNUYHbLE
abcancwl (G 40.2)». Kaunuueckas pemuccus c aneapsa 2011 e.

Tlepunamanvholii anamues: pebenok om I1-it bepemeHnHOC-
mu, npomekasueli ¢ yepo3oil npepvieanus (KpogomeueHue
Ha paHHem cpoKe) U HU3KOU naauenmayueil; Mamo HeCKOAbKO
pa3 nepexecaa ocmpylo pecnupamopHyo UPYCHYI0 UHpeK -
YUK Ha npomaNceHuu bepemeHHocmu, aHmubuomuKome-
panuio He noayuana. Podel cpounsie, camocmosimenvHoie.
Ouenka no wkane Aneap — 7—8 6aanoe, macca meaa npu
poocdenuu — 3100 e, 3axpunan cpasy, 8bINUCAH U3 POOUABHO-
20 doma Ha 3-u cymku. Hacredcmeennuiii anammes He omseo-
weH, ebiKudbiueil He Obl10, eOUHCMBEeHHbLI PeOeHOK 6 cembe.

Anamues 3abonesanus: ¢ 2,5 eoda pebeHok Haba00aNcs
YV He8poa0ea no Mecmy JHCUumeabCmea no NPUHUHe 3a0eprucKu
peuedoeo pazeumust, 8 Ce:A3uU C 4em NOAYYAA KYpPCbl AeHeHUs
cocyducmuimu u Hoomponusimu npenapamamu. B 2010 e.
Ha one Kypca KopmeKkcura nocae npooyycoenus pebeHka
BO3HUK INU300 8 8UOE HACUNLCINBEHHOZ0 NOBOPOMA 20108l
u enas 61e6o ¢ nocaedyioueil pgomoii. Obcaedogarue ve npo-
6800unoce. B nouv ¢ 6 na 7 sneaps 2011 e. na gone kypca
mepanuu cocyoucmoiMu U HOOMPONHLIMU NPENaApamamii
(uepebpoausun, aKkmoseeur HYMPUMbIULEUHO) GO CHE 803~
HUK 31U300, KOMOPbLU HA4AACs ¢ NOABACHUSL <KPAXMAUE20»
38YKa U HENPOU3BOAbHO20 MOYEUCNYCKAHUSL; Danee ommeud-
AUCH NOBOPOM 20/108bL U OMBEOeHUe 21a3 61€60, HANPsice-
Hue uentocmell, pacuiuperue 3pavkos, 3amem pebeHoK cman
BbINONHSIMb OBUICEHUS PYKAMU U HO2AMU NO MUNY A8MOMA-
muueckoti xo0b0b1. Yepez 3—5 mun om nauasra npucmyna
pebeHok npuwen @ cebs, 603HUKAA paoma, 20408HOU OOAU
He 0bino. C ocenu 2011 e. nossuaucs npucmynsi 6 uoe Ko-
POMKUX 3amupanuii be3 0gueamenbHo20 KOMHOHEHMA.

Heepoaoeuueckuii ocmomp (6 6ozpacme 5 nem): ouaeo-
8bIx cumnmomos Hem. Boipasxcena duzapmpus. Tunepaxmue-
Hocmb. 3adepycka peuesoeo pazsumust. losopum Kopomrkumu
¢pazamu.

Hounoit 6udeo-33I-monumopune (HBAM) (6 6o3pacme
5nem): evicouatiuiuil UHOCKC SNUACNMUGOPMHOL AKMUBHOC-
mu, 00CMuU2arowull IAeKmpUu1ecko20 SNUIeNMU1eckK020 cCma-
myca 60 cHe; 8 600PCMBOBAHUU PeUCMPUPYEMCSL MYAbMU-
PECUOHANbHASL INUNENMUPOPMHASL AKMUBHOCMb NO MUNY
DI 6 conemanuu c oughgpysuvimu pazpsoamu npooosxcl-
meavHocmoio 0o 15 c.

3

MPT (Poccuiickas demckas kKaunuueckas 60avHuua,
04.12.2011): accumempuuHnas 8ulpadceHHas 6eHMPUKYA0-
Meeanus, boavule cnpasa.

lenemuueckoe uccaedoganue: XpoOMOCOMHbLU AHAAU3
(npocmoit kapuomun) — Hopma: 46XX.

B nosope 2011 e. nawama anmusnusenmuueckas me-
panus: HazHauen eansvnpoam (enakun xpoHo) 6 doze
750 me/cym. Ilocae naznauenus Jlenakuna snuisenmuuecKue
npucmynsL RPeKpamuAucs, OMMe4eHo YayHuleHue ncuxu4ec-
K020 u peuesoeo pazéumus, 00Hako Ha DI coxpansics
OUeHb BbICOKUILL UHOCKC PecUOHANbHOU SNUNCNMUBOPMHOU
akmuenocmu no muny /DI no npagvim 3amviiouHo-8u-
COUHBIM OmEedeHUsM U Oug@ysnoil ¢pnurenmughopmuoil
AKMUBHOCMU C PE3KUM HAPACMAHUEM 80 CHe.

IIposodunucsy pecyasprbie 3aHsMUs ¢ RCUXOA020M U A0~
eonedom.

B nosope 2014 e. — ncanobvt Ha évipadceHHy0 eunep-
aKmuBHOCMb, Hedceranue Y4Umocs, Heeamueusm, KOH-
@auxmuocmo. Ilpu nposedenuu HBIM ¢ 600pcmeosaruu
OmMMe*eHO YMeHblUleHUe INUAeRMUPOPMHOU AKMUBHOCMU
no muny DI, 60 cne — ouend ebicokuii undexc ougpgys-
HOIL Snuaenmugpopmuoil axmusrocmu, docmuearowuii 60 %
3anucu meonennoeo cHa. Ilpunamo pewenue o ggedeHuu 3mo-
cykcumuoa (nemuuoan) 6 doze 750 me/cym (6 couemarnuu
¢ llenakunom 6 doze 600 me/cym).

C 86edenuem nemnudana pooument OMMemuIU 4emroe
YAVHUeHue KOSHUMUBHBIX (DYHKUUL U NoedeHUs pedeHKa,
Komopoe conpoeoxcoanocs 3Hauumenvuvim yayuuienuem 391
(npu KoHmpoavrom o6caedosanuu 6 anpene 2015 e.), evipa-
HCABULEMCSL 8 PE3KOM CHUINCEHUU UHOCKCA INUNENIMUPOPMHOLL
aKmugHocmu 8 600pCMe08aHUlU, d 80 CHe — 8 YMEeHbULeHUU
ougghysnvix paspsdoe ¢ coxpanenuem 1ameparu308aHHbIX
no npaegoii eemucghepe u MyabMupecUOHAAbHBIX NAMMEPHOB
DI loza nemnudana oviaa yeeauuera do 1000 me/cym.
Ha ¢pone ysenuuenus 0ozvt nemuudana snusenmu@opm-
Has aKkmugHocms 8 600pcmeosanuy 6A0KUPOBAIACH C OK-
msabpa 2015 é., 60 cHe COXPAHANACL MYAbMUPELUOHANbHASA
INUNENMUPOPMHAS AKMUBHOCb, 00HAKO UHOEKC YMeHb-
wuncs 0o cpednezo u ough@ysmvie paspsiovl OMCymcmeosa-
au. Ilpu npodonscenuu nevenus 6 OUHAMUKE OMMEUanocs
danvreiwee yayuuenue nokasamenei HBOM (coxpansnace
PpeoKas InUNenmupopmMHas aKkmueHoOCMy, PeeuOHANbHO,
MOABLKO 80 CHe, N0 NPABLIM N0OHO-UEHMPANbHBIM OMEEOeHU -
M), covemasuieecs ¢ yayuuieHuem ycnesaemocmu (pebeHok
YCNEWHO YHUACS 8 1020neduHecKoll wKoe, nogedeHue u 00-
leHlUe HOPpMAaAUu306anucs). B ceéssu c dnumenvroil pemuccueii
U NOAOACUMENBbHOU KAUHUYeCKOU u DD -0unamukoil éecHoil
2016 e. 6b110 nPUHAMO pelueHle 0 NOCIMEeNeHHOM YMeHblie-
Huu dosbt enakuna. Ilpenapam 6vin nocmenenHo omme-
Hen k 01.10.2016. Ilpu xonmpoavrom ocmompe 06.10.2016
(6 6o3pacme 9 nem 11 mec): pebeHOK YCheuHo YHumcs  1020-
neduueckoit wkone. HBOM (npu npueme nemunudana 6 doze
1000 me/cym): 6 600pcmeosanuu — Hopma, 60 CHe — ne-
puoduueckoe 3amedneHue no AeabiM 3amblA0YHO-BUCOUHBIM
0meedeHUuUsM, HU3KOAMUAUMYOHAS SNUAeNMUDOPMHAS
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akmueHocms no muny I no npagwvim 100HO-ueHMpPaib-
HO-BUCOYHbIM OMBEOeHUSIM HUSKUM UHOeKcom. Pekomendo-
8aHO yMeHbuleHUue 003bl nemuudana 00 750 me/cym.

Kormponvnoiiit HBOM (06.04.2017) 6 6o3pacme 10 1em:
8 600pcmMBoBanUU — HOPMA, 0 CHe — 4acmas dSNUAenmu-
topmuas akmusnocms no muny 211 no npasvim 100HbIM
omeedenusm. Tlpunamo pewenue o nocmeneHHoM ymeHbule-
Huu 00361 nemuudana 0o 250 me/cym.

IIpu nocaedneit koncyavmauvuu (02.10.2017) 6 603pacme
10 aem 11 mec: ncanobor omcymemeyom. Ilpu nposedenuu
HBOM peecucmpupyemcs yayuwenue: ¢ 600pcmeosanuu —
HOpMa, 60 CHe — YyMeHbleHUe UHOeKCA INUAeNMUPOPMHOLL
akmusnocmu. Peeucmpupyemcs nHuskoamnaumyonas snu-
senmughopmuasn akmusrnocmov no muny I no npasvim
N00HbIM omeedenusM. B nacmosiwee epems noayuaem moHo-
mepanuio nemHuUOaHoM 8 HU3Kou doze (250 me/cym eeue-
pom). B cesszu ¢ doaumenvroit pemuccueii (¢ sueaps 2011 e.)
u omcymemaeuem yxyouieHus npu cHudiceHuu 003vr A
peKomendosara noaxnas ommena nemuudana ¢ 01.11.2017
¢ nocaedyrougum konmposem HBOM co crhom.

IIpencTaBieHHBIN KIMHUYECKUHA TIpUMEp OTpakaeT
3¢ PEKTUBHOCTD B JICUCHUH SIMMICTITUICCKUX TTPUCTYIIOB
1 DOCM KOMOMHUPOBAHHON Tepanuu (BaJIbIpoaT v 3TO-
cykenmmun) y peoerka ¢ DOACUM-ADI1/. YiyumeHue
KapTuHbI DD CHa COMPOBOXKIAIOCH TPOrPEeCCOM B peve-
BOM W TICUXMYECKOM Pa3BUTHU, VAYIIICHNEM IITKOJBHOMN
ycrieBaeMoCTH, moBeaeHus U obweHusi. Ha done mnu-
TEJIbHOU KJIMHUYECKOU PEMUCCHUM, HACTYITUBIIEH cpa3y
rmocyie HazHayeHUs JlermaknHa XpoHO, B JajJibHEeHIIeM
yAaJa0Ch YCIEUHO OTMEHUTD JlenmakuH 6e3 yXyaleHus
KJIMHUKO-3JIeKTpO3HIIehaiorpacduuecKux JaHHbIX. B Ha-
CTOSsIIIIee BPeMsI TIPOBOIUTCS MTOCTENIEHHAst OTMEHA TIETHU -
naHa. OTMevaeTcs TOJOXKUTETbHAS TMHAMUKA Pa3BUTHS
pebeHKa 1 KapTuHbl DT,

Ponb no6oYHbIX 3htheKmoB aHmuanunenmuyecKux

npenapamos B pa3sumuu KOrHUMUBHBIX U NCUXUYECKUX

Hapywerui

Dnuierncus — 3aboaeBaHue, Tpedylolee JIUTeNb-
HOU MHOTOJIETHEl (He MeHee 3 JIeT Iocye MpeKpalieHus
npuctynos) Tepanuu. CorjacHo MOCIEIHUM PEKOMEH-
JauusaM MexXayHapoaHOUW MPOTUBOSMUICIITUYECKON
quru (International League Against Epilepsy, ILAE),
SIUJIENCUI0 MOXHO CUMTaTh pa3pelleHHol (resolved),
€CJIM y MalMeHTa HeT MPUCTynoB B TeueHue 10 jeT, mpu-
yeM 5 mociieJHUX JiIeT oH He mpuHumMaeT ADII, a Takxe
€CJIM MalUueHT BBIIIET U3 BO3pacTa, B KOTOPOM MPOSIB-
JISIIOTCS BO3pacT-3aBUCUMbIe (OpMBI arwiernicuu [36].
Takum obpazom, rpu OOJBIIUHCTBE HOPM IMUTETICUUN
(3a UCKJIIOYEHUEM UAMOMATUYECKUX (POKATBHBIX IITU-
nencuit) ILAE pekomeHnayet npueM ADII B TeueHue 5 get
OTCYTCTBUS MIPUCTYIIOB.

Mezxnmy TeM, KaK U Bce JieKapcTBeHHbIe cpenctBa, ADI
He juiieHbl [1D 1 MoryT HeraTUBHO BJIMSITh KaK Ha BHY-
TpeHHUE OpraHbl, TaK U Ha LEHTPAJbHYIO HEPBHYIO

3

CHCTEMY, BKITIOUast KOTHUTUBHBIC (DYHKIIMU W TICUXIIEC-
cKyto cdepy. Hapsiny ¢ anuienTuyecKMMu NpyucTyIramu,
BJIMSIIOLIMMU Ha KaYeCTBO XXM3HU OOJIbHBIX SMUJIETICUEN,
I1D ADIT MoryT OTpULIaTEIBHO CKa3bIBATHCS TAKXKE Ha CO-
LUAJIbHOM W CEMEWHOM amanTalnuy NalMeHTOB, MHOTIA
Jaxe B OoJiblelt Mepe, yeM camo 3adosieBanue. [1pu mo-
SIBJICHUM BBIPasKEHHBIX KOTHUTUBHEIX U TICUXIYecKux [1D
MOXET BO3HUKHYTh HEOOXOIUMOCTb U3MEHEHUS CXEMBbI
Teparuu, 4YTo0 OCOOEHHO CJIOKHO B TOM CJTy4yae, €CJiv Ipe-
napat okaszajucs 3(@eKTUBEeH KakK CpelCcTBO KOHTPOJIS
MPUCTYMNOB U MTPUBE K UX MPEeKPaILEHUIO.

Llenb aHTUANUIETITUYECKO Teparuy — MaKCUMAaJIbHO
BO3MOXHOE€ CHUXKEHME YaCTOThI MPUCTYMOB B COYETAHUU
C MUHUMAaJIbHOU BbIpaxkeHHocThIo [1D [4, 8, 13] — B Ha-
cToslIee BpeMsl 3HAUUTEJIbHO U3BMEHWIACh, PACIIUPUIACh
M BKJIIOUAEeT OLIEHKY pa3IMUHBIX MOKa3aTeseit, CBI3aHHbIX
C KaueCTBOM >XKM3HM MalMeHTOB: (DU3NYECKOTO U MCUXU-
YeCKOro 3710pOBbs1, 00pa3oBaHMsl, COLIMAIBLHOTO U MICUX0-
JIOTUYeCKOro (hyHKIIMOHUPOBaHUs [63].

3aBucumocmb no6o4HbIX 3ththexmos

aimuanunenmu4yeckux npenapamos om MexaHusma

Aeiicmaus

DddexktuBHocTh ADIT 00ycioBIEHA MeXaHU3MOM
ux aevictBus (bapmakoguHaMukoit). OgHako XxapakTep
I1D B HEKOTOPOIi CTENIEHU TAKKE OTPENESIETCS MEXaHU3-
MoM aeiictBust ADIT. OcobeHHO 3TO KacaeTcss KOTHUTUB-
HBIX HapyIlIeHW, BOZHUKAIONINX B TIPOIlecce Tepariuu,
TaK KakK, MOAABJISS SNUIeOTU(DOPMHYIO aKTUBHOCTb, ADIT
BO3JECHCTBYIOT Ha 00JIACTU MO3ra, BOBJIEYEHHbIE B MPO-
1IeCChI MaMSITH, OOYIeHUS U PETYJISIINU SMOIIMOHATBHBIX
peakuwmii [1, 72]. Puck pa3Butust ady(eKTUBHBIX, KOTHU-
TUBHBIX, TTOBEACHYECKNX, TICUXOTUIECKUX HapYyIIeHUI
W CYULIMIAIBHOTO TIOBEIEHMST HanboJIee BEICOK MPU TIPH -
eMe ADII, 1151 KOTOPBIX OCHOBHBIM WM MTPe00Iaiatomm
MeXaHU3MOM peau3alu MPOTUBOCYIOPOXHOIO 3¢ dheK-
Ta SIBJISIETCS BJIMSTHYME Ha PELIeTITOPhI TaMMa-aMUHOMACIISI-
Hoit kucnoTsl (TAMK) (6apbutypatsl, 0eH3011a3eTUHbI)
u ycunenue TAMKepruueckoro Topmoxenus [12, 72].

B paborax B.B. Kanununa (2007) yka3siBaercs,
YTO B MaTOreHe3e ACMPEeCCUU BaXXHYIO POJIb UTPAIOT Ha-
pyleHus Metadonu3Ma cepotoHrHa. ADII, obmanaromue
CEPOTOHUHEPTMYECKUMU CBOMCTBAMHU, MOTYT OKa3bIBaTh
neiictBue, cxomHoe ¢ 3¢ deKTaMy aHTUIETTPECCAHTOB,
TaKMX KaK CEJICKTUBHBIC MHTUOUTOPHI OOPaTHOTO 3aXBa-
Ta cepoToHuHa. [To aToMy Kputepuio peHobapouTan —
npernapar ¢ HauboJyiee BBICOKUM PUCKOM athheKTUBHBIX
HapyuieHuit u cyniaa. C Ipyroit CTopoHbI, BaJIbIIPOAT,
KapbaMa3eNnuH 1 JIAMOTPUIKAH YJIy4IIaloT KOTHUTHUB-
Hble QYHKIIMY M HACTPOCHUE Y TIAIIMEHTOB C STHJICTICH -
eif, Tak KaK UMEIOT CEPOTOHUHEPTUIYCCKUI MEXaHU3M
nevictus [49].

B 2007 r. M. Mula u J.W. Sander paznenuiu Bce ADIT
Ha TPYIIBI PUCKA B 3aBUCUMOCTH OT YaCTOTHI Pa3BUTHUS
JETIPeCcCUu:
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*  HauOOJIbIIIas YACTOTA PA3BUTHUS JETIPECCUU: Oap-
ouTyparsl, Burabarput, ronupamar (no 10 % ciy-
YyaeB; y MAlMEHTOB U3 IPYMITIbl pUCKA MO pa3BU-
TUIO JETIPECCUM YACTOTA €Ille BbIIIE), 30HUCAMMUL
(7 % cnyuaes);

* CpemHUI pUCK pa3BUTHUS nemnpeccuu (He Oojee
4 % cinyyaeB): TMArabuH, JeBeTUpaLieTaM U (pe-
Oamar;

*  HU3KUU pucK pasButus aenpeccun (<1 % ciy-
YaeB): 3TOCYKCUMUJ, KapbamMa3enuH, OKCKap-
0a3ernuH, rabareHTUH, BaJIbIIpoaT, peradajina
U JaMOTPUIXUH [59].

B 1iesiom puck pa3BuTHs aenpeccuu Haubosiee BBICOK

y npenapartoB ¢ npeumyiiectBeHHO TAMKepruueckum
BJIMSTHUEM, KOTOPbIE TAaKXKE CHUXKAIOT YPOBEHb CEPOTO-
HUHa. B paMKax TaHHOI MOJeNu MpernapaToM ¢ Haubosiee
BBICOKMM PUCKOM addHEeKTUBHBIX HAPYLICHUI SBISETCS
(eHoGapOuUTAaIL.

BaxnbiM cienrduyeckuM HapylieHUeM MCUxXudec-
KUX (yHKIMI, HEMOCPEICTBEHHO CBSI3aHHBIM C Jieue-
HUEM BIUJIETICUH, SIBISIETCS CUHAPOM HAaCUJIbCTBEHHOMN
Hopmanu3auuu Jlanmnosnera. JlaHHBIA KIMHUKO-2HIIeha-
Jorpaduyeckuit heHOMEH MpeAcTaBasIeT CO00i pa3HO-
BUJHOCTb MHTEPUKTATBHOTO TICUX03a U XapaKTEepU3yeTCs
MOSIBJICHUEM paHee OTCYTCTBYIOIIUX MICUXUYECKUX HAPY-
IIEHUI (Yalle — CUMIITOMOB Icuxo3a, pexe — apdek-
TUBHBIX U JPYTUX TICUXUYECKUX PACCTPONCTB) Ha hoHe
OJIOKUPOBAHUS INMWICNTU(MOPMHON aKTUBHOCTU Ha DOT
W TIPEeKPallleHUs] U PE3KOr0 YMEHbIIECHUS MPUCTYTIOB
B CBSI3U C yCTEeIIHbIM npuMeHeHuem ADII unu xupyp-
ruyeckoro jedyeHus. [lepBblil ciydail pa3BUTUS MCUXO-
3a B cBs3U ¢ npuemoM ADII ObLT onucaH B OTHOIIEHUU
atocykeumuaa J. Roger v coaBT. B 1968 . [12]. M3BecTHO,
YTO yYallle BCeTro JaHHbI (peHOMEeH BO3HUKAeT Ha hoHe
npuema BurabaTpuHa, TonMpamara, TUarabuHa, 30HU-
camunaa u HekoTopbix Apyrux ADII [82]. B HacTosiee
BpeMs CUUTAETCS, YTO CUHIPOM HACUJIBbCTBEHHOU HOP-
MaJu3alru, Mo-BUANMOMY, MOXET ObITh CIIPOBOLIUPO-
BaH MpakTU4ecKu J1o0biM ADII, BbI3BaBLIMM pe3KOe
YJIydllleHUe MPU SMWICTICUHU, Y TTallUeHTOB, BO3MOXHO,
MMEIOIIMX HEKOTOPYIO MPEeapacoiOKEeHHOCTh K Pa3BU-
TUIO TICUXWYECKUX HAPYIICHUI, KOTOpasi B HACTOSIIEe
BpeMsI He UMeeT 00bsicHeHU . BeposiTHO, OCHOBHYIO pOJib
B pa3BUTUU (DeHOMEHA HACWIbCTBEHHOW HOpMaTU3alluu
urpaet He Beioop ADII, a BEIpaXXeHHOCTb MOJOXUTEIb-
Horo 3¢ dekTa npenapara (G.H. Banwari u coast., 2013),
TaK KaK CUHAPOM JIaHI0JbTa BCeria yKa3blBaeT Ha BHICO-
Ky10 9 GEeKTUBHOCTD JieueHUs . BaxxHoe 3HaueHue uMeeT
MpaBUJIbHAsA KOPPEKIUS aHTUIMWICITUYECKON Tepanuu
B cllydyae pa3BUTHSI JAaHHOTO OCJOXHEHUS U Tepexo.
Ha ADII, KoTopble MPaKTUYECKU HE BBI3BIBAIOT JAHHO-
ro paccTpoiicTBa, Harpumep, Bajbipoat (P. Wolf, 1991,
1994) [12].

ITpuBoauM omnricaHue HaOJIIOIaEeMOTO HAMU KJIMHU-
YeCcKOro ciyyas.

Rnunuyeckuii cnyyaii 2

Iauyuenmra K. A., 13 sem (03.08.2004), nabarwodaemcs
6 MITHD um. Ceamumens Jlyku c ¢espansa 2011 e. (¢ 603-
pacma 6 nem) ¢ OUACHO30M <UOUONAMUYECKAs (POKANbHAS
anunencusi 0emcKo2o 03pacma ¢ nces00eeHepalIu308aH-
HbiMU npucmynamu (npucmynst 8 ude amunu4HvlX adCamn-
co8)». Bnepevie pooumenu pebenra obpamuauce K Hegpoaoey
1o Mecmy Jcumenscmed 6 ospacme pebenxa 5,5 eoda ¢ xca-
A00aMU HG NOBBIUEHHYH) 8030Y0UMOCTb, PA30PANCUMENb-
Hocmb u naakcusocms. Ilpucmynoobpasnuie 3nu300b. 6 Ha-
uane 3abonesanus He HadawOanucs. Pebenok Obin HanpasaeH
Ha obcnedosanue 6 LlenmpanvHyro KAuHU4eCKy0 60AbHULY
um. H.A. Cemawro; pymunnoe 331 -uccaedosarue nokazano
anusenmu@opmuyo akmusrocms. Podumenu o6pamunuce
6 UIHD um. Cesmumens JIyku c ueavio danvHeliuieao 00-
cnedosanust u ymouHeHus 0uaeHo3a pedexKa.

Ilepunamanvuoiii anamues: pebenok om 1-ii bepemen-
Hocmu, npomexasuiell Ha (hoHe MUOMbL OOAbUUX PA3MEPOE,
¢ yeposoii evikuodviuia 6 I mpumecmpe. Poder nymem naano-
8020 Kecapesa ceueHusl, 8 CPOK, 3aKpuHara cpasy, macca
mena npu poxcdenuu — 2400 e, ouyenka no wkanre Aneap —
8§—8 6annos, pannuii HeoHamanvbHbLil Nepuoo 6e3 0coOeHHOC-
meti. Pannee pazeumue no eéospacmy. HacaredcmeenHhoiii
aHamHe3 omseower no snuaencuu (y mamepu 0viaa 3nu-
Aencus 8 sude 2eHepart308aHHbIX CYOOPOICHBIX NPUCIYNOE
(ICII) 6e3 aypuvl u abcancos, Komopas HaA4AAACb 8 803pacme
15— 16 aem ¢ wacmomoit ICII 1 pas 6 mecau, 3amem uacmo-
ma yMeHvuuaacs U Kk 26-n1emmnemy 03pacmy npucmynsi npe-
Kpamuaucy; 8 Hacmosujee epemsi be3 NeueHus).

Heesponoeuueckuii ocmomp (6 6o3pacme 6 aem): ouaeo-
8blx cumnmomos Hem. Jlesouxa eunepakmuena. Pazeumue
coomeemcmeyem 6o3pacmy. Jleekas ducranus.

Ipu nposedenuu HBOM ¢ UJTHD um. Cesmumens Jly-
Ku (8 ozpacme 6 nem) 3apecucmpuposansl O4eHs 4acmole
oughysrvie pazpsadvl ¢ HAUANOM 8 NPABHIX BUCOUHBIX ON1-
8e0eHUsIX, npoooadNCUMenbHOCmbio 00 4 ¢; wacmo pasps0os
CONPOBONCOANUCH INUACNMUHECKUMU NPUCIYRAMU NO MU~
ny amunuunbix adcancoé (0bedneHue Mmumuku, cougaemces
co cuema). Takdce He3asuCuMo peucmpuposanics npo-
beeu peeuonanrvHoi akmusnocmu no muny I/ é npa-
8bIX 3aMbLIOYHbIX omeedeHusx. Hasnauen smocykcumud
(nemuudan) 6 doze 250 me 2 paza 6 cymku (500 me/cym).
IIpu nosmoprom o6caedoéanuu Ha GoHe npuema nemHu-
dana (03.04.2012) HBOM nokaszan coxpanenue 8blcOK020
undexca snusenmugpopmuoil akmusrocmu DI no npa-
8bIM BUCOUHO-MEMEHHO-3AMbLAOUHBIM OMEE0eHUAM C op-
Muposanuem oup@dysuvix pazpsidos NPoooANCUMENbHOCHbIO
00 4 ¢; wacmo pasps1006 conposoNCOANUCd MUOKAOHYCOM 8EK
U KOPOMKUMU NPUCIYNAMU NO MUNY AMUNUHHBIX AOCAHCOB.
B cesa3u ¢ omcymemeuem agpghexma om npuema smocykcu-
Muda nposedena 3amena NeMHUOAHA HA 6aAbNPOAM NPOAOH-
euposantoeo deiicmeust (Llenakur xporo) 6 doze 600 me/cym.
IIpu koumpoavrHom ocmompe (31.08.2012) npu nepexode
Ha Jlenakun ommeueHa Kaunuueckas pemuccus c mas 2012 e.
IIpu nposedenuu HBOM ommeuero noanoe 6a0Kuposanue

17



18

PYCCKUM

wssit TETCKOM
HEBPOAOTI' MU

oughgpysuwix paszpsdos, cepynnuposannvix A1, nauuna-
FOWUXCSL ¢ NPABBIX BUCOUHBIX OMEEOeHU.

IIpu caedyrowem obeaedosanuu (29.03.2013) coxpars-
aace Kaunuueckas pemuccusi. HBOM: 3apecucmpuposannt
BbIPANCCHHBIE NPOOOANCCHHBIE PA3PA0bI, HAYUHAIOUWUECS
¢ npassix sucouHbix omeedenuil. Konyenmpayus éanvnpo-
eeoll Kucaomol — 66 mie/ma (MUHUMANbHAS).

B oxmsbpe u nosbpe 2013 e. npu nponycke npuema npe-
napama Habawdaiucy 2 00HOMUNHBIX COCMOSHUS 8 8U0e
obmaKarnus u nomepu co3nanus 0o 30 ¢, 6e3 cydopoe. Tpak-
moeka darHbix cocmosiHull 3ampyonena. HBOM (okmsbpo
2013 e.): coxpanerue dnUAENMUPOPMHOU AKMUBHOCMU
8 UeHMPANbHO-8UCOUHbIX omdenax (6e3 dughgysnoeo pac-
npOCMPaHeHusl) ¢ HApACMAHUEM 80 CHe, UHMEPUKMANbHO
U NPOO0ANCEHHOE PE2UOHANbHOE 3AMeONeHUe C GKAIOHEHUEM
SNUAENMUPOPMHOL AKMUBHOCIU NO NPABGBIM BUCOUHBIM O~
8e0eHUsM. Dnurenmu@opmHas akMugHOCMyb no Mopgoaoeuu
coomeemcmeyem JDII. Ommeueno noseaenue ougpdysnvix
HU3KOCUHXPOHUZUPOBAHHBIX PA3PA00E NPU PUMMUUECKO
omocmumyaayuu u npu 3aKpvieanuu eaas. Jlosa Jlenaxuna
yeeauuena 0o 750 me/cym, dobaeénen cyromuam (ocnosom)
6 doze 200 me/cym.

Konmpoawroe obcaedosanue 12.07.2014: s3nu3000bi ¢ 00-
MAKQHUEM U nomepell CO3HAHUSL OMCYMCMEYIOM ¢ 0CeHU
2013 2. O0HOKpaAmHO 603HUK 3NU300 € PE3KOU 20/108HOL 00-
b1 U COHAUBOCMbIO. 2Kan00bL Ha HapyweHUs NamMamu U KOH-
yenmpayuu eHumanusi. B wikone ocmanace na émopoii 200
8 653U ¢ mpyOHOCMAMU 8 00yueHuu; 00yuaemcs no ooueti
npozpamme 8 wKone ¢ HebOALUUM YUCAOM YHEHUKOB 8 Kadcce.
IIpu npueme Jlenakuna 6 KkomOUHAUUU C OCROAOMOM 3HA-
YUMENbHO YMEHbULUACSA UHOCKC MYAbMUPELUOHANbHOU INU -
snenmugopmuotl akmuernocmu no muny DI, duggysnoie
pazpsiobl OMCYMCMBEYIOM, HO COXPAHAEMCS NPOO0AICEHHOEe
3amedneHue, HepecyasipHoe, N0 NPAGbIM BUCOUHbBIM OMBE0eHU -
M, C BKAOUEHUEM KOMNAEKCO8 OCIPAsl — O4eHb MeONeHHAs
80/IHA.

Boicoxopaspewarowas MPT (Meduyunckuii uncmumym
um. bepezuna Cepees, Cankm-Ilemepoype) no snusenmo-
noeuveckoll npoepamme (MPT-cHuUMKU KOHCYAbMUPOBAHDL
npog. Xoavmxaysenom (lepmanus)): cyosneHoumanvHas Ho-
dyaspras eemepomonusi. Huvix namonoeuveckux cyocmpa-
MO8 He 8blsI8NEHO.

B danvneiiwenm (6 sozpacme 10 1em) 6 cés3u ¢ coxpane-
HUeM 8bICOK020 UHOEKCA pecUOHANbHOU U Oupgy3HOi snu-
aenmugopmuoil akmueHocmu Ha DI npu omcymemeuu
KAUHUYeCKUX NPOABACHUL NPUCMYN0E OCHOAOM 3AMeHeH
Ha aesemupayemam 6 doze 1000 me/cym — 6e3 cyuwecm-
6enHoeo 3phexma. Ioayuana lenaxun 6 dose 750 me/cym
(KOHUeHmpayust 8anbnpoesoll KUCA0mbl 00 npuema npenapa-
ma — 89 mKke/mn) 6 couemanuu ¢ 1eeemupayemamom 8 003e
1000 me/cym.

IIpu ob6caedosanuu 6 aseycme 2016 e. (6 sospacme
12 nem): pazeumue opueHmupo8oUHO COOMBEENCMEBYem 803~
PAcmHOU HopMe, OOHAKO0 mPYOHOCIU 00YYeHUSI COXPAHSIOM -
ca. Ilpucmynor omcymemeyiom. HBOM — 6e3 dunamuru:
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8 600pcmeoBaAHUU Pe2UCMPUPYIOMCSL BbICOKOAMNAUMYOHblE
KOMNAEKCbl 0CMpas—MeO0NeHHAsl 80AHA, NPEUMYU,eCMEeH -
HO N0 NPABLIM BUCOUHBIM OMBEOCHUSIM; UHOCKC INUAeNIMU-
(OopMHOU AKMUBHOCMU B0 CHE CYULECMBEHHO HAPACMAaem,
¢ hopmuposanuem 1amepasu308aHHbIX No NPABoLl eemucghe-
pe u oughgysuvix pazpsoos; Kaunuuecku u no oanHsim BOM
anusenmu4ecKue npucmynsl omcymemeyom. B césasu c om-
cymemeuem noaoxcumenvroll dunamuxu na 331, a makice
8 C83U C HAAUMUEM CMOUKUX PecUOHANbHbIX NAMMEPHO8
namonoeu4eckoil aKkmusHocmu (pecuoHaibHoe 3amednerue
8 couemanue ¢ SnULenmupopmMHoi aKMUEHOCMbIO) NPUHAMO
peuierue 0 66e0eHUU 8 CXeMy Aeuerus nepamnanena (gaii-
Komna) 6 mepaneemuueckoi 0oze 6 me/cym Ha HOYb (HAYAN0
mumpayuu ¢ 2 M2 Ha HO4b C NOBbIUICHUEM 003bl N0 2 M2 Kadic-
Ovle 2 Hed) u 00HOBPEMEHHOU NOCMENEHHOI OMMEeHe Ne8emii-
payemama no 250 me 6 nHedenio.

Ha gone 6sedenus nepamnaunena 6 doze 4 me/cym u cHu-
acenus dozvl neeemupauemama oo 500 me/cym nosieusacs
BbIPAIICCHHAS IMOYUOHANbHASA NAOUABHOCMb (pa3opaiicu-
MeAbHOCHb, KANPU3HOCHb, YACMbLI NAaY), 8 OaNbHellueM —
ncuxomomopnoe 8030ydcoeHue, azpeccusi, HeadeKk8amuoe
nogedenue, kpuk. Konmakm c pebenrxom 6vin Hapyuier,
yenokoums pebenka ovia0 HeeozmoxncHo. Co cnoe podumenelil,
desouka cudena Ha noay u HeNnpepovleHo Kpuuanra (Heoobiu-
HbL KPUK, <KPUK JCUBOMHO020), HE 6CMYNAAd 8 KOHMAKM,
umena svipalicenue cmpaxa Ha auye. Jlannoe cocmosinue Obi-
A0 PACUEHEeHO KaK NCUXOmu4eckue nposieaeHus, C813anHHble
¢ aevenuem. Ilepamnanen ommenen 6 meuenue 4 oneii, doza
Aesemupayemama nogviuiena 00 ucxoouoii (1000 me/cym).
IHcuxuampom nasnauwen npenapam 6eH300UA3eNUHOB020
paoa.

Ha ¢one xoppexyuu mepanuu cocmosnue dvicmpo
HOPMAAU308AN0Ch, NOGeDeHUe BEPHYNOCH K HOPMANbHOMY,
ecmecmeeHHOMY 045 nayuenmku. B oanvueiiuem nodo6Hbix
neuxuveckux Hapyuwenuil He Habaodanocs. Jlesemupauye-
mam Obl1 NOCMeENeHHO 3aMeHeH Ha SMOCYKCUMUO, YMO, 00-
HAKO, He NPUBeno K CyuecmeeHHbIM U3MEHeHUIM KapmuHbl
DIT.

Tocneonss koncynvmayus 6 HIHD um. Cesmumens Jly-
Ku 6 eozpacme 12 nem (26.06.2017): kaunuuecku u no daw-
HbiM BOM snusenmuueckue npucmynsi omcymcmaeyom,
DII — 6e3 cyuiecmeeHHOl OUHAMUKU: 8bICOKOAMNAUMYOHbIE
KOMAACKCbL OCMPasi—MeO0NeHHAsl B0AHA, NPEUMYULeCMBEEHHO
1O NPABbIM BUCOUHBIM OMEEOCHUSIM, C HAPACMAHUEM UHOeKCA
INUNENMUPOPMHOU AKMUBHOCMU 80 CHE, C (POPMUPOBAHU-
emM A1amepanu308aHHbIX no npaegoil cemucgepe u oupgysnoix
paspsoos.

lenemuueckoe uccaedoganue (naneasv « Hacneocmeennole
SNUAENCUL»): BbIABACHBL PAHEe ONUCAHHASL 2eMePO3UCOMHAS
mymauus 6 1-m sx3one eena NHLRC 1 (mymauuu 6 dannom
2€He 8 20MO3UCOMHOU U KOMNAYHO-2emepo3UucomHoi hopmax
accoyuuposanst ¢ cunopomom Jlaghopa) u panee ne onucan-
Has eemeposueomuas mymauus é 10-m 3x3one eena CPA6
(Mymauus 8 20M03U20MHOIL hopme 8 OAHHOM 2eHe AcCOUlUU -
posana ¢ cemelinbimu pedpurvhvimu cydopoeamu muna 11).
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Hecmomps na omcymemaue coomseemcemeust mexcdy 3abone-
BAHUSIMU, BbI3bIBACMBIMU OAHHBIMU MYMAUUSIMU, U KAUHU-
K0-21eKmposHyeganoepadu1eckoli KapmuHoll NayueHmKu
podumensim peKoMeH008anbl 00caed08anue Ha 0anHble My-
mayuu u KOHCyAbmayus 2eHemuKa.

B nacmosuwee epemsa nayuenmka noayuaem 6aivnpo-
am (Henaxun xpono 300) 6 doze 750 me/cym u smocykcu-
mud (nemrnudan) 6 doze 750 me/cym. Janwvl pekomendayuu
0 NOCMENeHHOI 3aMeHe SMOCYKCUMUOA HA 30HUCAMUO 8 003
100 me/cym c nocaedyrouwum koumponem B3I,

TakuMm 0O6pa3oM, ONTMCAaHHOE BBIIIIE COCTOSTHUE TTaIl-
€HTKW MOXHO pacCMaTpUBaTh KaK JIEKAPCTBEHHO MH/IY-
IIMPOBAHHBIN TICUX03, CBI3aHHBIN C BBEACHUEM TIepaM-
maHesa. BeposiTHO, Mcuxudeckre HapylieHusT y JeBOYKU
MOTYT OBITh TIpOSIBJieHMEM (heHOMEeHa HaCHJIbCTBEHHOM
HOpMaJu3alu, OJHAKO 3TO HEBO3MOXHO TTOATBEPANTD,
Tak Kak OOI-ucciaenoBaHue B MOMEHT JaHHOTO 3MN30/1a
HEe TIPOBOIUJIOCH, @ BUIMMBIE TIPUCTYITHI Y peOEHKA OTCYT-
cTBYIOT. IHTEpecHO, 4To MalMeHTKa MmoJjTyJaia MHOXKECTBO
ADII, B TOM uuciie ABaXKAbl B TEPAIUIO BBOAUIICS 3TOCYK-
CcUMMJ (KOTOPBIN HEPEIKO BBI3bIBAET CUHAPOM JIaHI0ITh-
Ta), OMTHAKO TICUXWYECKKUE HAPYIIEHUS TIPU TIpUEMe JIpy-
TMX TIPETIapaToB OTCYTCTBOBAIM. [lenaknH, TpUMeHSIeMBbIi
MaIMEHTKOMN KaK 0a30BbIil Ha TIPOTSKEHUMU MHOTHX JIET,
He BbI3BIBAI [1D co CTOpOHBI ICUXUYECKO# cepsl, Tak
Kak Takue [1D B 11e1oM He XapaKTepHBI JIIST TIPerapaTon
BaJILITPOEBO# KUCIOTHI. Ellle B mepBhIX paboTax, MOCBsI-
meHHbIX cuHapomy Jlanmonbra, P. Wolf (1991, 1994) non-
YEepKUBaJ, YTO BAJIBITPOATHI TPAKTUYECKN HUKOT 1A HE BbI-
3BIBAIOT CUHIAPOM JlaHMOoJIbTa, W Mpeiara Mpu MepBhIX
MpU3HAKaxX MCUXUIECKUX HapylIeHU Ha (DOHe JIedeHUsI
CYKIIMHUMMIAMU aOCAHCHBIX (DOPM STTUJICTICM OTMEHSITh
ATOCYKCUMMIL U TIEPEXOUTh Ha TePaIIo BaIbIIPOATOM;
TPY HEOOXOAMMOCTH JUTSI KOPPEKIIUU TICUXNIECKIX Hapy-
MIEHWI aBTOP PEKOMEHIOBAJI IPUMEHSITh HEHPOJIETITUKHI
M Mpernapathbl 0eH301Ma3eMHOBOrO psiaa [12].

B mocnieHMe OBl TTOSIBIISIETCS] HOBast HMOpMaIus
O POJIM aHTUTJIyTaMaTepTUIeCcKOro MeXaHu3Ma JIeucCT-
Busg ADII Ha pa3BUTHE KOTHUTUBHBIX HapyleHuii. MH-
TepecHbIe JaHHbIC OBLIM ITOJYYeHBI B MCCIEIOBAaHUU
T.M. van Veenendaal u coaBt. (2016): BiepBbie OBLIO
MpoIeMOHCTPpUPOBaHO, uTo ADII, BausoOIKe HAa ypo-
BeHb OCHOBHOTO BO30YXKIAIOIIEro MearaTopa — TiIyTa-
MaTa — W CHUXaIre ero KOHIEHTPAaWIO B OIpe/e-
JIEHHBIX OTIeJIaX MO3Ta, MOTYT YXYAIIaTh KOTHUTUBHbBIE
(byHKIIMM, CHUKAST CKOPOCTh MBICTTUTEIBHBIX OTIEpaITnid.
[MTauumenTsl, nmoayyatomue pazauunbie ADII, mpoxonu-
JIM MarHUTHO-PE30HAHCHYIO CTMIEKTPOCKOITUIO, BKIJIIOUast
nocienoBatenbHocT PRESS (7 = 55) u MEGA-PRESS
(n = 43), nnga ouenku koHueHTpauuit TAMK u rinyrama-
Ta B 3aTBUIOYHBIX 00sacTsIX. OeHUBaIM CBSI3b MEXIY
KOHIIEHTpaIleil MEINaTOPOB U CKOPOCTHIO MepepadboTK
nHbOpMAaIUK, KOTOPYIO PACCUUTHIBAJIM TTPY TTIOMOIIH Te-
cta CVST (Computerized Visual Searching Task). Huzkas
CKOPOCTh peakIInii acCoIMUpoBaIach C MeHee BHICOKOM
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KOHIIEHTpaluuel riyramara. [lTanueHTsl, mojyyaronime
ABII u3 rpynmbl BBICOKOTO pUCKa MO Pa3BUTUIO KOTHU-
TUBHBIX HAPYIIICHU, UMEJIM HU3K1E TTOKa3aTeJIM CKOPOC-
TU MBICJIUTEIbHBIX TTPOLIECCOB U HU3KYIO KOHIIEHTPALIUIO
rytamaTa. CBs3b ¢ KoHleHTpauueid TAMK He 6buta 10-
KazaHa B 3TOM MccieqoBaHuu [84].

ADII ¢ mpeuMyIleCTBEHHbIM BIWSIHUEM Ha HaTpue-
BbI€ KaHAJIbI, MO-BUAUMOMY, OKa3bIBAIOT MUHUMAJIbHOE
BO3MIeICTBUE HA KOTHUTUBHBIE (PYHKIIMU (OCOOEHHO Kap-
0aMaszenuH U JaMOTPUIXUH) [72], 0AHAKO YacTO BBI3bI-
BalOT AJJIEPrUYECKUE KOXHbIE PEaKIIUU, YTO CUUTACTCS
JOCTaTOYHO CeUu(PUUIHBIM MpU MpeodiaflaHUuU 3TOTO
MmexaHusMa aericteus (A.B. Acraxosa, E.A. Yuikanona,
1997) [12].

Hekotopbie ADII co c10XKHBIM MHOXKECTBEHHBIM Me-
XaHU3MOM JeHCTBUS (HampuMep, BaablpoaT) Ha Mpak-
TUKE YaCTO aCCOLUMUPYIOTCS C AOCTATOYHO XOPOUIEH Te-
PEHOCUMOCTBIO BOMPEKU MPEATTOIOKEHUIO O BO3MOXKHOM
cymmupoBaHuu 19, 00ycIOBIEHHBIX pa3HBIMU MEXaHU3-
MaMH aeiicTBus. Kpome TOro, MHOXXECTBEHHbBI MEXaHU3M
JIEHACTBYS MOBBILIAET BEPOSITHOCTh TEPANEBTUYECKOTO (-
¢exTa, 0COOEHHO B CIyvasX pe3uCTeHTHOI (popMbl 3a00-
JIEBaHUS, B CBSI3U C JEUCTBUEM IMpenapaToB Ha pa3HbIC
MMIIEHU U CHUXXAET PUCK arrpaBalliy MPUCTYIIOB.

W3BecTHO, uTo npakTuuecku Bce ADIT MoryT okasbl-
BaTh BJWSHUE HAa KOTHUTUBHBIE (GYHKIUU, ahHEeKTUB-
HyI0 c(hepy U moBeieHUE OOJIbHBIX; OTHAKO 3TO BAUSHUE
MOXET OBbITh KaK IMO3UTUBHBIM, TaK U HETaTUBHBIM [45].
Hanpumep, o nanHbIM R. Schuber (2005), 60JbLIMHCTBO
ADII B TepaneBTUYECKUX 103aX HE OKa3bIBAIOT HETaTHUB-
HOTO BJIMSIHUSI HA BHUMaHUE U MOBEAEHUE, 32 UCKIIO-
yeHueM (peHobapOuUTana, rabarmeHTUHA U TOMMUMpamara.
C npyroit cropoHsl, Takue ADII, Kak JaMOTPUIXUH
U KapOaMa3enuH, MOTYT MOJOXUTEIbHO BIUSATh HA BHU-
MaHue U roBeaeHue [75]. MHorue rcciieqoBaTeau OTHO-
caT K ADI, Moa0XUTETbHO BIUSIONIMM Ha KOTHUTUBHbIE
GYHKIIUU ¥ TIOBeIcHUE, MpPeXAe BCETro JIAMOTPUIIKUH,
KapbamazenuH U okckapbOazenuH [59]. BanbnpoaTsl
(a Takxe kKapbaMazenuH, OKCKapOa3ernuH U JIAaMOTPU/I -
XUWH) ynayumaoT HacTtpoeHue (B.B. Kanunuu, 2007)
W MOTYT TIPUMEHSTHCS KaK KOPPEKTOPHI TTOBEACHUS,
ocobeHHO Yy 6osbHBIX anuiencueit (S.1. Johannessen
u E. Ben-Menachem, 2006) [12].

BaxxHO OTMETUTH, YTO MHOTHE PAHIOMU3UPOBAHHbBIE
1a1e00-KOHTPOJIMpPYeMble ucciienoBaHus BausiHus ADIT
Ha KOTHUTUBHBIE QYHKIIMU MPOBOASATCS Ha 300POBBIX J0-
OpoBOJIBbIIAX, YTO HE MO3BOJISIET B MOJHOU Mepe OLIEHUTh
ux 3p@eKT y O0JbHBIX SMUIEIICUE, UMEIOIIUX OCOOEH-
HOCTH BClIeACTBUE 3a00eBaHus. Kpome Toro, uccienona-
HUS 30POBBIX JOOPOBOJIBIIEB OLIEHUBAIOT, KaK MPaBUJIO,
KPaTKOBPEMEHHYIO TEpanuio, B TO BpeMsI KakK BIUSHUE
ADII Ha KOTHUTUBHBIE (DYHKIIMU B MPOLIECCE TTUTENb-
HOU (HepeaKO MHOTOJIETHE) Tepamuy MOXET 0Ka3aThbCs
MMPUHIMITNATHGHO UHBIM. DTU OrpaHWYEHUST UMEIOT BCe
HCCIEIOBAHMS, MPOBOAUMbIE Ha 30POBBIX TOOPOBOJIBLIAX.
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Taxxe cienyer BbIACJIUTD 2 TPYIIIbl, KOTOPbIE UME-
IOT CYIIIECTBEHHBIE OTIMYMS OT APYTUX: NE€TU U MOXUIIbIE
MalUeHTHI.

Hns peteil ¢ snuiencrueil 0COOEHHO BaXHYIO POJIb
WUTpaeT OTCyTCTBUE HeraTuBHOTO BausHUsI ADII Ha dop-
MUPOBaHUE KOTHUTUBHBIX QYHKIINHI (Ha pa3BUTUE U 00Y-
yeHue), noseneHue u appekTruBHyto cepy. He Bbi3biBaeT
COMHEHHUU TOT (PaKT, YTO MPU JICUCHUU JETEel CJIeAyeT OT-
JaBaTh MpearnoyTeHre mpenaparam, odJagaonuM Hau-
MEHbIIEH CUCTEMHON TOKCUYHOCTBIO U HE BIUSIOIIAM
Ha KOTHUTUBHYIO chepy U MOBEACHUE, C y4eTOM (DaKTOPOB
pHUcKa TS KaXXI0TO KOHKPETHOTO peOeHKa.

OcobeHHocTu pearupoBaHus Ha ADII y gereit He-
JNIOCTaTOYHO MpelcKa3dyeMbl, TaK KaK HOBBII Mpemnapar
PErUCTpUPYETCS Ha OCHOBAHUM MaHHBIX, TTOJYYEHHBIX
B HUCCJIEIOBAHUSX B3POCIBIX MALIMEHTOB, KOTOPbIE IKC-
TPaNoJIUPYIOTCS HA AETCKYIO MOIMyJsiiuio. OqHAKO B CBA3U
C 0COOEHHOCTSIMU (hapMaKOKMHETUKU U hapMaKoIrHa-
MUKW y IeTel TallMeHThl 9TOW TPYIIIBI MOTYT MHAUe pea-
rupoBath Ha jjedeHre ADII mo cpaBHEHUIO CO B3POCIbIMU
(0 4eM HepeaKO CTAHOBUTCS U3BECTHO JIUIIb CITYCTS He-
CKOJIBKO MECSILIEB MOCJIe BHEAPEHUS MpernapaTa B KIIMHU-
YecKylo MPakTUKY U Hayajla ero npuMeHeHus). Hampu-
Mep, U3BECTHO, YTO MaJICHbKHE JIETU MTPEACTABIISIOT COOOM
OCOOEHHYIO TPYMITy PHUCKa MO Pa3BUTHUIO KOTHUTHUBHBIX
HapylIeHWI 1 TUIIepaKTUBHOCTY MPU TPUMEHEHUHN Oap-
outyparoB [63]. OnHako nHMOPMAILIKS O HOBBIX, HEIABHO
BBEJICHHBIX B TPAKTUKY Y AeTeit ADIT moCTOSTHHO OOGHOB-
JIIeTCsI, U CO BPEMEHEM MOXHO OXMIATh HOBBIX TaHHBIX
o BiaussHUU ADII, MOSIBUBIIUXCS B MOCJIEIHUE TOIbI,
Ha KOTHUTUBHBIE (DYHKIINH.

B coBpemenHoM 0030pe R. Moavero u coanrt. (2017)
un3 10 HoBbIx ADII aMOTPUIKVH U pyhUHAMUI ObUTU
paclieHEeHbl KakK MpenapaTbl ¢ HAWJIYYIIUM BIUSHUEM
Ha KOTHUTUBHbBIC (PyHKIIMU AeTet [58].

IIpuBoauM 00606IIAIOIIME TaHHBIE OTYETa paboueit
rpynmsl ILAE (ILAE Task Force Report 2016) o Biu-
sHur ADIT Ha KOTHUTUBHBIE (PYHKIIMU U MTOBEACHUE
JIeTeil, OCHOBaHHbBIE Ha pe3yjbTaTax 0030pa JuTepa-
TypHI [ 14]:

* HeraTuBHbIE KOTHUTUBHBIE 3(PPeKTHl y neTei
¢ DIUJIeTICUel BbI3bIBAIOT (heHOOapOuTal, (e-
HUTOWH, TOMMMpaMaT U 30HUCAMMU]I;

* HeraTUBHbIEe 3(GdeKThl Ha MOBEAECHUE AETEH
CBOMCTBEHHBI (heHOOApOUTay, BaIblIpoary, ra-
OareHTUHY, ToOMMpamMary, JIeBeTupaleTamy u 30-
HUCaMUZY;

*  BausiHue ADI1 Ha KOTHUTHBHBIE (DYHKIIMU U MO-
BelleHWE MPOTUBOPEYMBO U HE TOKA3aHO Y 3TO-
CcyKcuMmuaa, Kjiobazama, BurabatpuHa, peadama-
Ta, NperadajiiHa, CTUPUIIEHTOJa, pybruHaMuaa,
JlakocaMuia U peTurabuHa;

*  HelTpanbHBIN 3¢(HEKT B OTHOIICHUY KOTHUTUB-
HBIX (PYHKIIMI OTMEUEH Yy BajbIlpoaTa, Kapbama-
3eMnuHa, rabaneHTrHa U OKCKapOa3enuHa;
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*  HeuTpasbHbIN 3(peKT Ha MToBeneHNe OTMEUeH
y KapbamasenuHa;

*  TIOJIOXUTETbHbIE KOTHUTUBHBIE 3(PEKThI XapakK-
TEPHBI TSI TAMOTPUKWHA U JIeBeTUpaIleTaMa;

*  TIOJIOKUTENIbHBIN 3(h)eKT Ha IToBeIeHNe OTMEUCH
y JIAMOTPUIKMHA.

ITpuBoauM rcTtopHrio 60Je3HU HABII0JAEMOr0 HAMU

MaryeHTa.

Rnunuyeckuii cnyyaii 3

Iayuenmra b.A., 8 sem (18.03.2009), nabawodaemcs
6 UITHD um. Cesmumens Jlyku c aseycma 2017 e. ¢ duaero-
30M «NPeOnoAOHCUMENbHO CIMPYKMYPHAS (POKANbHAS N0OHAS
snunencus. Ilpucmynoi: papuneoopanvhoie, gecemamusHoie,
pedKue moHuuecKue».

Pooumenu nayuenmxu obpamunuce 6 HIHD um. Cés-
mumens Jlyku 28.08.2017 ¢ ncarobamu Ha npucmynul y pe-
benka, umeroujue credyroujue XapaKkmepucmuKu. Ha4aio
¢ Kauis, no3vl808 HA PEOMY, NOKPACHEHUS AUUA, OULYUeHUS
YOyutbsi, 8 pside cAy4aed — MOHUYECKOe HanpslceHue AUYesol
MYCKYAQMYPblL ¢ OMKPbIBAHUEM PMA U HANPAICEHUEM PYK,
oonvue caesa. Coznanue aroxmyupyem. Bo epems npucmy-
noe peub omcymcmeyem. B psde cayuaes nocae npucmyna
6o3HuKaem oduzapmpus. lle6rom npucmynog c 1-eo mecsaua
wcusnu. Cemuonoeus npUCMyno8 Ha NpomsyceHul 3a001e-
8aHus npakmuuecku 06e3 usmenenuil. B nacmosuee epems
npeobaadaiom HoUHble NPUCMYNbL C YACMOMOU 8 cpedHem
2 pasa 6 nedearo, no 3—4 npucmyna 3a nous. Taxce umerom-
€51 4Canobbl HA CHUJICCHUE NAMAMU U MPYOHOCIU 00YYEeHUS.

Tlepunamanvhulii anamues: pebenok om 3-ii bepemMeHHO-
cmu, npomexasuieli ¢ MoOKCUKo3om (P8oma) Ha NPOMAICEHUU
6ceeo nepuoda; om 3-x (hu3U0A02UMECKUX CPOUHBIX POO0S,
macca meaa npu poycdenuu — 3150 e, oyenxka no wikane
Aneap §—9 6annos. Pannee pazéumue no 603pacmy, 00Ha-
KO ommeuanace HeboAbulas 3a0epicka peuesoeo Pa3eumusl.
Hacnedcmeennwiit anamnes e omsieowien; 6 cemve 3 pebenka
om 1 bpaka, cmapuiue cecmpa (6 Hacmosuee epems 15 1em)
u opam (12 nem) 300poebi.

Ha 3-it derv ocuznu ommeueno nogoluieHue memnepamy-
DpblL meaa, nayuenmKa nepegedena 6 omoeneHue namoaocull;
JuaeHOCMUPOBAHA NHEBMOHUS, HA3ZHAEHA AHMUOUOMUKO-
mepanus. Cpa3y nocae 8bInUCKU U3 cmayuonapa (6 603pac-
me 1 mec) mams 3amemuna y pebeHKa npucmynooopastvie
9NU300bL, KOMOPbIe BO3HUKANU 80 CHE U 8 NepUO0 COHAUBOCIU
npu KOPMACHUU: Kauleab, Xpun, Xaonamse, 0eouka Kpac-
Heaa, Xeamana 8030yX pmom, 8 KOHUe NPUCMYNA B03HUKA
YMPOOHbLIL 210MamMenbHblil 36YK; NPOOJOANCUMENbHOCHLb
2nu30008 — menee 1 mun, uacmoma — do 50 pasz 6 cymku.
Jo 2 nem neuenue ne nposoodunoce, maxK KaK He 603HUKAAO
nO003peHUst Ha SnULenmu4eckKull xapaxKmep NPUCMYnos.

Anmusnunrenmuueckas mepanus Hauama é mae 2011 e.
(6 6o3pacme 2 nem): Haznauen Kapbamazenuu (uHsen-
CUH), Ha (POHE NeHeHUs HacmOoma NPUCMYNO8 YMEHbUUAACH
00 4—5 6 Hedento; npucmynvl 603HUKAAU, KAK NPAGUAO, HO-
uvto, 3—4 pasza 3a Houb.
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Oodnoxpammuo (6 sozpacme 4 2oda) 60 épems npucmyna
OmMeUeHo nodepeusanile 8eKa npagoeo 21a3a 6 CoHemanuil
co caroHomeuenuem. Yepes 1 mec (6 ospacme 4 sem 1 mec)
OMMeueHO Ha1an0 NPUCHYNO8 C CUNLHOLL 3680MbL C 3A8e0eHU -
eM Yencmu 61e60, NOOePeUBAHUSL BeKa 16020 21a3d, N0BO-
poma 204086bl enpaeso. IlpodonxcumensHocms npucmynog —
Mmenee | MUH, cmopoHa He MeHsemcsl.

B dexabpe 2013 e. (6 6o3pacme 5 nem) 6 mepanuro eee-
den monupamam (Monamarc) emecmo uHAencuHa.

Ilocne ssedenus monamakca y pebenka ommeueHsl 3a-
MemHoe yxyouieHue namsamu u mpyoHoCmu yC80eHUs: Md-
mepuana, c6A3aHHble, NO MHEHUI) Mamepu NAUUeHMKU,
HenocpeocmeeHHo ¢ MopmMo3auuUM 3gpexmom monamakca.
Oodnokpamuo npuem monamakca 0bin CAYHAUHO NPONYULEH,
U 6 mom 0eHb pooumenu OMmMemuau y PeGeHKa «3Hauumenb-
HOe yayuuieHue yceoeHus WK0AbH020 MAMePpUana».

B mapme 2014 2. na pone monomepanuu monamakcom
odnokpamuo eosnuk ICII: npucmyn Havancs paHHum ympom
¢ oKaauzayuu (36yK <u-u-u»), dasee c1edo8an 6bima2uea-
HUe U HanpsiiceHue KOHeHHOCmell, N00epeUsaHie 6eK U yei08
pma ¢ 2 cmopow; 0AumeabHocms npucmyna — oonee 1 mum,
nocae npucmyna — 0OMsAKaHue U COH.

B nos6pe 2015 e. kK monamaxcy dobasaen oxkckapbasze-
nuu (mpunenman) 6 0oze 600 me/cym; xapaKmep npucmynos
UBMEHUACS: NPUCMYNbL CONPOBONCOANUCH HE KAUAEM, A XPU-
NAWUM 36YKOM, OMMeUeHbl YUAHO03, HANPAICeHUe NeBOl PYKU
U Ho2u,; yacmoma npucmynos — 0o 4 pas 3a Houo.

B mae 2017 2. nposedena 3amena mpuisenmana Ha 6anb-
npoam (lenakur XpoHo), 4umo npueeno K pemuccuu Onumens-
Hocmblo 3 Mec (camas OAumenvHas pemuccust 3a nepuoo 60-
se3uu), Ho 27.08.2017 npucmynst 60300HOBUAUCH.

Heespoaoeuueckuii ocmomp: ouaeogvie cUMnmMombL OM -
cymemeyiom. Jleekuii mpemop kucmeii. Peuegoe pazeu-
mue OpueHmuUpoBOHHO COOMBEMCMEYem 803pacmy, 00OHAKO
npu PYMUHHOM HEBPOA0SUMECKOM OCMOMPE OMMEUEHbl NecKue
KOeHUMU6Hble HapyuleHus 6 cghepe 10euecK020 MblUACHUSL.

HBBM 6 600pcmeosanuu — Hopma, 60 CHe — SNUACNMU-
topmuas akmusnocme, cxoxcas no mopgonoeuu c A1,
CpeOHUM UHOCKCOM, NPeuMyu,eCmeerHHoll N0KAAU3AUUY
1O npasvim A0OHO-UEHMPANLHO-BEPMEKCHBIM OMBEOCHUSIM.

MPT (okmsbpe 2012 2. u dexabpy 2016 e.): namonoeu-
YeCcKUX U3MeHeHUll He Gbls6AeHO.

B nacmosiwee epems noaywaem Jlenakun xporo 6 0o-
3ax 300 me ympom u 450 me eeuepom (750 me/cym) (Kon-
UeHmpayus 8anibnpoeoll KUciomol 00 npuema npenapa-
ma — 109 mxe/mn) u monamarc 6 dose 50 me 2 paza 6 derv
(100 me/cym).

B cea3u ¢ nedocmamournoii 3¢pgpekmuenocmuio me-
panuu U nA0Xol nepeHocUMocmsio monupamama (Ha oc-
HOBQHUU HCan0b podumeneli) npu NPoOONNCEHUU NPUCIY-
noe peKkomerHd08aHa nocmenewnHas ommerna smoeo A1
¢ 00HOBPEeMEHHbIM 88edeHueM negemupayemama 8 003e
1000 me/cym. Yuumoiéasn pannuii debom npucmynos,
Ux (pokanvHulll Xapakmep, cmadUAbHYH) CeMUOA02UID
u yacmomy, ¢ Hauboabuiell 6epOIMHOCMbIO peub udem
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0 CMPYKMYPHOIUL (hOKANbHOU SNUAENCUU C N0KAAU3AYUell
ouaea 6 npaesoil 100HOU obracmu (NPeodnosoHCUMENbHO
8 obnacmu YuHYASAPHOIL 60p030bL).

Pexomendosaro nposedenue MPT c evicokum paspeuie-
Huem (3 T) no anusenmonocu4eckoil npoepamme.

[IpeacraBieHHBIN TPUMeEp OTpaxkaeT HeOIaropUsIT-
Hoe netictBue ADII (TomupamaT) Ha KOTHUTUBHbIE (DyHK-
uuu (yCBOeHUWE MaTepuaia, pelieHue 3a1ad, CKOPOCTh
MBICJIUTETLHBIX TIPOLIECCOB, BepOaibHas MaMsITh) Ia-
IIMEHTKU, OTMEUEHHOE €€ POIUTENISIMU, U 3HAUUTETHHOE
WX yJIy4dIIeHre TIpU KPaTKOBPEMEHHOI OTMEHE TIperapara.
1151 00BeKTUBU3AIIMY TTOTYYeHHBIX JaHHBIX HEOOXOIH-
MO HEWPOTICUXOJIOTUYecKoe 00CiefoBaHNEe B IMHAMUKE
rmocje oTMeHbI TorpamMara. Co CJIOB pouTesNeid, mpruemM
BaJiblpoarta (lermakuH XpoHO) He OKa3bIBaJl KaAKOTro-J1mbo
HETaTMBHOTO BJIWSTHUS Ha MMaMSITh U CTIOCOOHOCTH peOeH -
Ka K 00y4eHMI0.

J1715T OXKUJIBIX MAIMEHTOB C AMUJIENCHEeN XapaKTepHbI
BO3pacTHbIE 0COOEHHOCTU HapMaKOKUHETUKU U (hap-
MaKOJIMHAMMKM TIPETNapaToB, HEPEIKO TaKMe TaIlMeHTh
WMEIOT COITyTCTBYIOIINE 3a00IeBaHUSI U TTOJIy4aloT MHO-
JKECTBO COMYTCTBYIOIIMX TPENapaToB, KOTOPbIe TaKkKe
MOTYT BJIMSTH HA KOTHUTUBHBIE PyHKIMKU. Puck iexap-
CTBEHHBIX B3auMojeicTeuii Mexxay ADIT u npenapatamMmu
JIPYTUX TPYIIT HanboJjiee BHICOK B 3TOM Bo3pacte. OTMme-
YeHa TTOBBIIICHHAs YSI3BUMOCTD TTOXMJIBIX MMAIlMEHTOB
B OTHOIIIEHUM KOTHUTUBHBIX 1D heHobGapOuTana u e-
HutouHa (C.P. Panayiotopoulos, 2007, 2010) u BeipaxkeH-
Horo ceagaTuBHoro 3¢ dexra bapoutyparoB (G.K. Bergey,
2004). 1 XxoTs HEKOTOPBIE aBTOPBI OTMEYAIOT MPEeUMYyIIe-
CTBa TOMMpaMaTa 1 JeBeTrhpaleraMa B ITOXMUIIOM BO3pacTe
(G.K. Bergey, 2004), npyrue cooOI1at0T O TOM, YTO IMOXM-
JIO# Bo3pacT — (pakTop pucka ycyryoseHrs KOTHUTUBHBIX
HapyIIeHUI TP TIpUeMe ToIMpaMaTa, OCOOEHHO y Talu-
€HTOB C TPEAIIEeCTBYIOIMMI KOTHUTUBHBIMU U TICUXM -
yeckuMU HapyiuieHusimu (A.M. Kanner u coasnrt., 2003),
aJ.P. Vande Griend u coast. (2009) onuchIBatOT pa3BUTHE
Jieripeccru Ha (hoHe MpreMa JieBeTUpalieTamMma y moKUIbIX
MalKeHTOoB ¢ anuierncueit [12].

L.A. Miller u coaBr. (2016) npoBOIUIN HEHPOTICH-
XOJIOTUYECKOE MCCIIeIOBAHNE W OIIEHKY BBIPaKEHHOCTH
TPEBOTU U Jienipeccuu y 38 MaleHTOB MOXUI0To Bo3pacTa
¢ anuiiericueit u'y 29 moxXuibIx Jiiojaei 6e3 sanujIencuu.
[MpakTryecku 1Mo BceM IMapaMeTpaM OIeHKW KOTHUTHB-
HBIX (QYHKIWI TMAlMEHTHI ¢ 3TUJIeIICueill (B TOM YKCIIe
U TIpY OTCYTCTBUM HapyiieHuit Ha MPT) mokasanu meHee
BBICOKME OaJIJThI TTO CPaBHEHUIO C KOHTPOJIBHOM TPYMIIOi
(=21,5 cTaHgapTHOTO OTKJIOHEHUST HUXXE CPEHErO 3Haye-
Hust). Bo Beex ciyvasx nonutepanust ADIT Obuta accouum-
poBaHa C MeHee BBICOKMMM TTOKa3aTe ISIMUA PeYeBOM 1 3pH-
TeJIbHO-TIPOCTPAaHCTBEHHOM (hYHKIIMU, a TpeBora — ¢ bosiee
HU3KUMU TTOKa3aTeIsIMU 3pUTeIbHOM namstu [57].

Eme onHa BaxkHasi KaTeropusi — MANMEHTHI C Mpea-
HIECTBYIOUIMMH KOTHUTUBHBIMM Hapymenusimu. B 37011 110-
ITyJISIIAY OCOOEHHO 3aTpyaHEHa OTICHKA BIVSTHUST pa3jivy-
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HBIX (haKTOpoB, B ToM uuciie ADII, ocobeHHO B ciyyae
3aTPYIHEHMSI KOHTAKTa C TAlIMEHTOM BCJIEACTBUE UCXOM-
HO MMEBIINX MECTO HapylueHuil. Hanpumep, ussect-
HO, 4TO (haKTOpaMU PUCKA PA3BUTUS WU yCyTyOJIeHUS
KOTHUTUBHBIX HApYIIEHUI HA (hoHEe MprueMa HEKOTOPBIX
ADII (BxiItovast 6apOUTypaThl) SIBISIOTCS MPEAIIECTBYIO-
11as 3a7iep>XKa pa3BUTUS peOeHKA WU KOTHUTUBHBIE Ha-
pYILIEHUS, OPTAaHUYECKOE MTOpaXKeHUe roJJOBHOTO MO3ra,
PE3UCTEHTHBIE K Tepanuu (HoKaabHbIE MPUCTYIIBI, BU-
couHasl u JoOHas Gopmbl anuiaencuu. OQHaKO B 3TUX
cyvasix Ipy MpealieCTBYIOIINX KOTHUTUBHBIX HapyIle-
HUSIX OCOOEHHO TPYAHO omnpeneauThb Bkian [1D tepanuu:
BO-TIEPBBIX, KOHTAKT Bpaya ¢ MallueHTaMU 3TOU IPyMITbl
3aTPyIHEH, BO-BTOPBIX, TPYAHO CIEJaTh BBIBOJ O TOM,
SIBJISIIOTCSI JIM BBISIBJICHHBIE HAPYIIEHUS MEIUKAMEHTO3-
HBIMU OCJIOXKHEHUSIMU Teparuu WU CBUIETEIbCTBYIOT
00 yXy[lIeHur Te4yeHus 3a00IeBaHus, a B-TPEThUX, ITOBe-
JIEHYECKME U KOTHUTUBHbBIEC HAPYILIEHUS IPU TTPUeMe MHO-
rux ADII, BkJtoyast 6apOUTypaThl, B OOJBITUHCTBE CIIy-
YaeB BO3HUKAIOT MPU TepaneBTUUECKOM 103€e Mpernapara
¥ TIPY €TO HOPMATBHOW KOHLIEHTPAIIU! B KPOBU Y IOTOMY
MOTYT OTCYTCTBOBATh B Hauajie Teparuu U MOCTENEHHO
pa3BUBATHCS MTPY TPOIOJKEHUHU TIpremMa npemnapara [12].

PaccMoTpuM 0COOEHHOCTU BIMSTHUS Pa3TUYHBIX
rpynn ADIT Ha KOTHUTUBHBIE DYHKIIUW, TOBEJCHUE U Ha-
CTPOEHUE MAIMEHTOB C SMUJICTICUCH.

Cmapble aHmu3anunenmuyecKue npenapambl

®enobapouTan U Apyrue 6apoUTypaThl OTHOCITCS
K HanboJiee HEMPOTOKCUYHBIM TTpernapaTaM, HeraTuB-
HOE BJIMSHUEC KOTOPHIX Ha KOTHUTWUBHBIC (DYHKIINU,
addexTuBHYIO chepy U MOBeJeHUE BbIpaKeHO CUJIbHEe
Bcero. bapOouTyparsl MOTYT BBI3BIBATH MHOTOUMCIIEHHBIC
KOTHUTHUBHBIC, MMOBeAeHUYeCKe U adppeKTUBHBIE pac-
CTPOICTBA, BKJIIOYAs arpecCculo, ayToarpeccuio, aerpec-
CUI0, TUTIEPAKTUBHOCTD, PA3APaXKUTEIbLHOCTD, JTa0WIThb-
HOCTbh HaCTPOEHUsI, IIPUCTYITHI THEBA, OTIITO3UIIMOHHOE
IMOBEICHNE, OTKA3 OT BHITTOJHEHUST BpauyeOHBIX Ha3Ha-
yeHuit (A. Arzimanoglou, 2002; M.R. Trimble, 1988;
C.P. Panayiotopoulos, 2007) [12, 20, 27, 65, 85]. Hactora
MOBEICHYECKNX HapyIIIEeHU! TIpU TIpueMe 0apOnuTypaToB
cocrapnser 20—40 % u Moxet nocturath 60 % y mereit
¢ 3amepxkKoit pasputus [12, 13, 20]. dakTopaMu prcKa
SIBJISTIOTCSI OPTaHWYECKUE TTOPAKEHUST TOJIOBHOTO MO3Ta,
CJIOXHBIE (hOKaJIbHBIE TIPUCTYIIBI, BUCOYHAS U JIOOHAS
dopmbl anunenicuu. B cBsasu ¢ atum ILAE pekoMeH10-
BaJla 3HAYUTEJbHO CY3UTh MOKa3aHUs K MPUMEHEHUTO
0apOouTypaToB, OCOOEHHO B AETCKON BIMUJIEIITOJOTUU
(A. Arzimanoglou, 2002; M.R. Trimble, 1988; H. Glauser,
2004) [12]. ITo manHbIM oTueTa padoueit rpynmsl [LAE
(2016), peHobGapOUTaT OKA3LIBAET HETATUBHOE BIIMSTHUE
Ha KOTHUTUBHBIE (DYHKITUU U TTOBEIEHUE JeTEl ¢ ITTUIIeTI-
cueit [14]. OnHako ero HU3Kas 1UeHa U 3G GEKTUBHOCTh
B OTHOIICHUH MHOTHX TUTIOB STUJICIITUICCKUX TTPUCTY-
MOB — OCHOBHBIE TPUYUHBI TOTO, UTO (peHoOapOuTa
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JIO CUX TIOP JIOCTaTOYHO IIMPOKO MMPUMEHSIETCS TIPH JIe-
YEHUU SMUJIETICUU, OCOOCHHO B CIyJasiXx pe3MCTEHTHOM
¢dopMbI 3a00J1eBaHUS.

IIpuem peHobapOuUTaNa aCCOLUUPOBAH C BHICOKUM
PUCKOM HapylIeHUs TaMsITU YU BHUMaHUS y Aeteit [45].
B uccnenoBanuu C.M. MacLeod u coaBt. (1978) BbIsIB-
JIEHO BBbIpakKeHHOEe HeraTuBHOE BIMsIHUE (peHoOapOu-
Tajla Ha KpaTKOBPEMEHHYI0 MmaMsTh. B ncciegoBanum
R. Gallassi u coaBt. (1992) cpaBHeHUe dheHOOapOUTaIA
¢ GbeHUTOMHOM M KapOamMa3enmMHOM TPU TeCTUPOBAHUM
MaMsITU U OBICTPOTHI OTBETA Ha 3PUTEIbHBIE CTUMYJIbI
MoKa3ajo, YTO OTpUlIaTeJIbHOE BIUsiHUE heHobapoOuTana
Ha 3TU NapaMeTphl BbIpaxkeHo cuibHee [12].

HccnenoBaHus y aeTeli MIKOJbHOTO Bo3pacTa yoe-
JIUTEJIbHO JIOKA3bIBAIOT, YTO TIPU IJTUTEILHOM JICUeHUU
¢deHobapOuTaNIOM MoKa3aTeJ UHTEJIEKTa CHUXAIOTCS
MO CpaBHEHMUIO € JJeueHueM BajbIpoaTtom [27, 85].

JlnutenbHbI TTpueM (peHobapOUTasa MOXET CTaTh
npuunHoi nosiBieHuss CABI'-nmogo0Horo nosegeHust
y meteit B 20—60 % ciyuaes [12].

ITo nanusiMm M.G. Harbord (2000), ¢peHobapouTan
Hapsay ¢ (PeHUTOMHOM Yallle BHI3bIBAET YXYAIICHUE T10-
BEJIEHUSI, TIPUYEM 3TU HapyIIeHUs] B HAMMEHbIIICH cTe-
TeHU BBIPAXXEHBI Y MAIMeHTOB, TPUHUMAIOIINX KapOa-
mazenuH [40].

ITo nanueiM M. Mula u J.W. Sander (2007), 6apou-
Typatbl oTHOCSITCS K ADII ¢ Hanbosiee BBICOKUM PUCKOM
pasButust aenpeccunt (>10 % cirydaeB) U MOTYT BbI3bIBATh
TsDKeqyto aerpeccuto [20], B ToM uucie u 'y aereit (mo 40 %
ciydyaeB) [26]. I1To maHHBIM MIKPOKOMACIITAOHOTO KC-
cnenoBanus J.B. Olesen u coast. (2010), dhbeHobapOuTan
OTHOCUTCS K TIpernaparaM, 3HaUMTEIbHO TTOBBIIIAIONIAM
y OOJIbHBIX SIUJIeIICHel pyuck cyniuaa [61]. B eaom de-
HO0apOWTaJl 3HAYUTETHHO TTOBBIIIAET PUCK NETPECCUM
U cynumaanbHoro noseaeHus [54]. ITo muenuio B.B. Ka-
nvHuHa (2007), nenpeccus, a Tak:ke KOTHUTUBHBIE U TTO-
BeJleHYECKUE HapyllleHuss — oCHOBHBbIe [1D mpenapaToB
0apOUTYPOBOIA TPYTIIIHI.

ITo maHHBIM WCCIeTOBaHU, OTMEYAEeTCs OTPUIIA-
TeJbHOE BIWsHUE (eHUTOMHA HAa BHUMaHUE, MaMsTh
1 OCOOEHHO Ha CKOPOCTHb PEIIeHUsT YMCTBEHHBIX 3a-
Ja4, TIpUYeM CTEIeHb 3TUX HapyIIeHUH CyIleCTBeHHa:
OT CpeiHell 10 BhIpaxkeHHoH [12, 56, 79, 80]. OnHako ciie-
JIyeT YIUTBIBaTh, YTO HEKOTOPBIE U3 3TUX UCCIICAOBAHUI
TPOBOIMJIMCH Ha 37I0POBBIX TOOPOBOJIBIIAX VT TIOXKMITBIX
OOBHBIX ¥ OBUTA KpaTKOBpeMEeHHBIMU. DEHUTOWH MOXET
OTPUIIATEIBHO BJIMSTH HA CKOPOCTh MBIIIUICHUS Y IETEH,
0COOEHHO TIPY MPUMEHEHUH BHICOKMX JI03 1 B ITOJTUTEpa-
IT1; MOHOTEpaIysi HEBBICOKMMM JI03aMU OOBIYHO HE ac-
coluMupoBaHa ¢ Takumu apdexramu [45]. B cpaBHUTEIb-
HoM uccnenoBanuu I. Forsythe u coaBt. (1991) dpenutoun
BBI3BIBAJ 00JIe€ BhIPAXKEHHBIE KOTHUTUBHBIC HAPYIICHUST,
yeM KapbamaszenuH. B uccienoanuu R. Gallassi 1 coaBsT.
(1992) dbenuTonH MMeEa MeHee BbIpa’keHHOE HEeTraTUB-
HOeE BIUsSHUE, YeM (peHobapOuTal, Npu TECTUPOBAHUU
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MaMsITU ¥ OBICTPOTHI OTBETA MAIMEHTA HA 3pUTEJIbHBIE
CTUMYJIBI.

ITo nanHBIM oT4eTa paboueit rpymmbl ILAE (2016),
(beHnTOMH OKa3bIBaET HETATUBHOE BIMSHUE HAa KOTHM-
TUBHbIE QYHKIIMU AeTel ¢ anwiencueit [14].

Hapsny ¢ peHobapobutasiom, GeHUTOMH Yalle BbI3bI-
BaeT yXyJllIeHWe MoBeAeH s, YeM KapbamazernuH [40].

ITo nanusiM M. Mula u J.W. Sander (2007), ¢beHu-
TOWH OTHOCUTCS K ADIT ¢ HU3KUM PUCKOM Pa3BUTUS Jie-
npeccuu (<1 % ciaydaes) [59], omHaKO, COrTacHO KCCIIe-
noBaHuto R.A. Machado u coast. (2011), oH ObLI CBsI3aH
C BOBHUKHOBEHWEM JIETTPECCUBHBIX 3MU30/I0B U PUCKOM
cyuuuaa [54].

BeH3oauazenuubl Tpy aHTUAMUJIETITUYECKON Tepa-
MUY OOBIYHO HE TTPUMEHSIOTCS JUIUTEIbHBIMU KypCcaMu
W B MOHOTEpAIiM, MO3TOMY UX TOJTOBPEMEHHOE BIIWSI -
HUE Ha KOTHUTUBHBIC (DYHKIIMU U3YYEHO HEIOCTATOUHO
W CPaBHUTETbHBIC MCCIIEOBAHMS HE IPOBOAWINCH. beH-
30/IMa3eTIMHOBBIE TIpeTIapaThl YaCTO BHI3BIBAIOT CEMAIINIO
(KoTopast MOXeT OBITh JOCTaTOYHO BBIPAXKEHHOI ), 3aMe/T-
JIEHWe TICMXOMOTOPHOM peaKIuy, CHIDKeHUE BHUMAHUS,
cuHapoM rurnepaktuBHocty 1 CIBI'-togo6Hoe nmosene-
HUE y JIeTeil, a TaKKe arpeCCUBHOCTD TPU JTUTETLHOM
npueme [28].

Kitonasemnawm, o gaHHbIM ucciaenoBanus J.B. Olesen
U coaBT. (2010), ObLT CBSI3aH C MOBBILIEHUEM PUCKA CYyU-
1A BCKOpe IocJie Havyaua JieueHust [61].

B otuete paboueit rpymnmsl ILAE (2016) coobGiaeT-
Cs1, YTO TaHHBIE O BIUSTHUU KJIoOa3amMa Ha KOTHUTUBHbBIE
(byHKIIMM U TTOBeaeHNWE NEeTel ¢ MUIETICUEN TTPOTU-
BOPEYMBHI U He JO0Ka3aHkl [14], mpuyeM DaHHBIN Mpe-
rmapaT 0€H30/IMa3eMMHOBOTO Psifia He 3apeTUCTPUPOBAH
B Poccuu.

Ga30Bble aHMU3NUNENMUYEcKUe npenapambl

IIpenaparbl BajabnpoeBoi KUCA0Tbl. BanbnpoaT moutu
HE OKa3bIBacT HEraTUBHOTO BIMSTHUSI Ha KOTHUTUBHYIO
cdepy, B TOM ynciie y neteit [45], HO MOXeT MOJIOXUTEb-
HO BJIMSITh Ha HacTpoeHue. BeposTHO, 3TO BIUSHUE CBSI-
3aHO ¢ 0COOEHHOCTSIMU MHOTOKOMITOHEHTHOTO 3 deKTa
BaJIbIIPOATa, BKJIIOYAIOLIEro 010Ky BOJIBTaXK-3aBUCUMBIX
HATPUEBBIX M KaJBIIMEBBIX KaHAJIOB, ITOJABJICHUE BBICO-
KOYaCTOTHBIX pa3psiioB HEHPOHOB, MOBBIILIEHUE CUHTE3a
u BbicBoOOXAeHUST TAMK, noteHuunaunio TAMKepru-
yecKoit mepeaauu B psijie 00JacTeil roJJOBHOTO MO3Ta,
CHITXEHWE BBEICBOOOXKICHMS BO30YKIAOIIell raMMa-TH-
JPOKCUMACIISTHOM KMCIOTHI U OclabeHue mpoliecca Bo3-
Oy>k/IeHus1, BbI3BaHHOTO akThBaluei N-metuii- D-acrnap-
TaTHBIMU pelLieNITOpaMu TJyTamarta.

CyliecTByeT NpearojoxkeHue, 4To npenapaT BiAU-
seT Ha 1opaMUHEePTUYECKYI0 U CEPOTOHUHEPTUYECKYIO
nepeaady, 4To o0yciaoBiuBaeT ero 3¢p@eKTUBHOCTD
MpU psijie MCUXUUYECKUX U HEPBHBIX 3a001eBaHuil [49,
64]. B paborax B.B. KajnuHuHa yka3pIBaeTcs, 4TO Ce-
POTOHUHEPTUYECKUIT MEXaHU3M JIeCTBUS BajblpoaTa
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OKa3bIBAaeT MOJIOXUTEIbHOE BIUsIHUE Ha ah(DEeKTUBHYIO
chepy [49].

[To nanHbIM oTYeTa paboueii rpymmbl ILAE (2016),
BaJIBIIPOATHl HE OKA3bIBAIOT BIUSHUS Ha KOTHUTUBHBIC
dynkuuu geteit (3pdext HeTpanbHbIi) [14].

Psan uccnenoBateseii MOATBEPIAVIN TPEUMYILIECTBO
BaJIbIIPOATa Hall 6apOUTypaTaMU MO BIUSHUIO HA KOTHU-
TUBHBIC (DYHKIIMU: TIPU JJTATETHHOM JiedeHUn heHobap-
OuTaJIOM MOKa3aTeJId MHTEJUIEKTa CHUXKAIOTCS 110 CpaBHe-
HUIO C JIeueHueM BajibipoaTamu [27, 85].

B ogHOM 13 m1a11e60-KOHTPOJIUPYEMbBIX UCCIEA0BA-
HUM, OLIEHMBAIOIIMX BIMSHUE OKCKapba3emnuHa, Kapbama-
3eMrHa U BAJIbIIPOATa HA MHTEJUIEKT, BHUMaHUE, CITOCO0-
HOCTb K 00YYE€HHI0, CKOPOCTh ICUXOMOTOPHBIX PEaKIInii,
CKOPOCTb IMoAdOpPa CJIOB U 3pUTETbHO-MIPOCTPAHCTBEHHbBIE
(yHkuMM y 32 MalmeHToB ¢ BIIEPBbIC BHISIBICHHOW 211 -
JIeTICHe, KOTHUTUBHBIEC (DYHKIIMY OLIEHUBAIUCH Tepe/T
HayvyaJIoM Kypca JIeUeHUs JJIUTEebHOCTBIO 4 Mec U Tociie
Hero. Hu mo onHOMY moKa3artesito yXyaIIeHUA BhISIBICHO
He 0b110. Cpeiu MOJTyYaBIUX BaJIbIIPOAT BBISIBJICHO YIy4-
LIEHKE TTOKa3aTeell KOHLIEHTPAllM BHUMAHUS U CKOPOC-
TU MICUXOMOTOPHBIX peakiuii [70].

Banbnpoatr nMeeT 3HaUMUTEIbHbIE MPEUMYIIIECTBA
nepen ¢peHoOapOUTaIOM MO MOKa3aTessIM TeCTOB Ha pe-
LLIeHWe MHTEeJJIEKTYabHbIX 3a1a4 [27, 85]. TeM He MeHee,
B OTAEJBHBIX UCCIEI0BAHUSAX ObLJIO TOKA3aHO OTPUIIA-
TeJIbHOE BAMWSHUE Bajblpoara (IO BBIPAXXEHHOCTU —
OT JIETKOTO IO YMEPEHHOT0) Ha CKOPOCTh TICUXOMOTOPHBIX
peakumii U CKOPOCTh MBICJUTEbHBIX MpolieccoB |28, 29,
38, 66, 81].

OnucaHbl peAKue cayvyau pa3BUTUS dHLEdantonaTuu,
aCCOLIMUPOBAHHOI ¢ TPUEMOM BaJIbIIpOaTa, KOTopast HO-
CUT 0OpaTUMBIIA XapaKTep P CHUXKEHUU JO3bI WM OT-
MeHe mpenapata [76]. DTH cOCTOSIHUS, HE CBSI3aHHBIE
C JIeKapCTBEHHBIM B3aMMOJENCTBUEM, T€MAaTOTOKCHUY-
HOCTBIO WJIM TUTIEpAMMOHUEMUEN, 00paTUMBI;, UX pac-
CMaTpUBAIOT KaK Pe3yIbTaT BPOXIEHHBIX HapyIIeHUI
MeTtaboausma [64].

HecMoTpst Ha BBICOKYIO 3(h(heKTUBHOCTh BaJIbIIpOaTa
B JICYEHUU SMWICTICUM, TIpeTIapaT MPaKTUIECKH HE BBI3bI-
BaeT cMHAPOM JlaHmosbpTa (OMMcaH Ka3yucTUIeCKU pei-
KO — MPU MpUeMe BaJbIIpoaTa B COYETAHUU C TaMOTPUJI-
kHOM (A.B. Turan u coasr., 2012; G.H. Banwari u coaBT.,
2013), BeposITHO, B CBSI31 C MHOTOKOMITOHEHTHBIM MéeXa-
HU3MOM JIEMCTBUSI, B TO BpeMsI KaK TICUXUYECKHUE Hapy-
IIEHYS Yallle pa3BUBAIOTCS MIPY TIPUMEHEHUH TpeTapaToB
C IpenMylIeCTBeHHbIM BiussHrueM Ha TAM Kepruueckyto
cuctemy. I[To nanueiMm M. Mula u J.W. Sander (2007),
BaJIbIpoat oTHOCcUTCST K ADIT ¢ HUBKMM PUCKOM pa3BUTHS
nmenpeccun (<1 % ciydaen) [59].

Banbnpoar (a Takke KapbaMazenuH, OKCKapOa3ernuH
U JJaMOTPUKWH) YJIy4llaeT HACTPOCHUE Y TTallUeHTOB
C SMUJIENICUEI, BEPOSITHO, B CBI3U C CEPOTOHUHEPTHU-
yeckuM MexaHusmoM aericteus (B.B. Kanunun, 2007).
[MpemnapaThl BaabIIpOEBOIl KUCIOTH B T€UEHUE MHOTHX
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JIET IMUPOKO TTPUMEHSIIOTCS TIPU JICYEHU U OUTIONSIPHBIX
pacctporictB. MMetoTcs naHHbie 06 ux 3hheKTUBHOCTH
TPU IETIPECCUN U TTIOTPAaHUYHOM PACCTPOMCTBE JIMUHOC-
TU ¢ arpeccuBHBIM TToBeneHueM (B.I. Yerevanian u co-
aBT., 2003, 2007; C. Born u coasrt., 2005). ITo MHeHUIO
S.1. Johannessen u E. Ben-Menachem (2006), 60J1bHbIM
snuiencuei ¢ ah@eKTUBHBIMU PACCTPOCTBAMU 1IEIECO-
00pa3HO Ha3HavYaTh BATbIIPOAT, KapOaMasenuH WK JIaMO-
TPUIKMH B KaUueCTBE CTaOWUIM3aTOPOB HacTpoeHus [12].

CylIecTBYIOT OTIEIbHbIE MYyOJIUKALIMU, TTPeIoCTepe-
raronie oT MprueMa BajiblipoaTta GepeMeHHbBIMU KEeHIIH -
HaMH, IPUYEeM He TOJIbKO B OTHOIIIEHWU TIOTEHIIMATLHOTO
purcKa IMTOPOKOB pa3BUTHS peObeHKa. B eMMHUYHBIX UCClTe-
JIOBaHUSIX TTOKa3aHa BOBMOXHOCTb CHUXKEHUST IITKOJIBbHOM
YCIIeBa€MOCTHU U KO3(p(PUIIMeHTa UHTEUIEKTa B LIEJIOM,
a TakKe HEKUI PUCK pa3BUTHS TTOBEICHUYECKUX HapyIIe-
HUIA, BKJIIOYAs ayTUCTUKOTIONOOHOE TTOBEACHUE, Y AT,
MaTepu KOTOPBIX TPUHUMAJIN BaJILITPOAT BO BpeMst Oepe-
MeHHOCTH [12, 56, 86].

Kap6ama3zenun. AKTUBUPYIONINIT TICUXOTPOTTHBIN 3¢h-
ek kKapbamazenuHa (yJaydllleHUE HACTPOECHUS) OTMe-
YeH BO MHOTHX paboTax, OJJHAKO B OTHOIIICHUW BIUSTHUS
Ha KOTHUTUBHBIC (DYHKIIUM UMEIOIINECsS MaHHbIE TIPOTH -
BOPEUMBHI, YTO, BEPOSITHO, CBSI3aHO C Pa3TMIHBIMU IO/~
XO/IaM¥ K BBIOOPY IMAIIMEHTOB U JI03UPOBAHUIO B PA3HBIX
ucciaeaoBaHusx [435].

ITo MHeHMIO OOTBIIMHCTBA aBTOPOB, KapOaMa3enuH
HE OKa3bIBaeT CYIIECTBEHHOTO BIMSIHUS Ha TAMSITh U APY-
rue KOTHUTUBHBIE (DYHKIIMY WU BBI3BIBACT UX YIIydllle-
Hue. B Tex cimydasx, Korma BISIBISIETCSI 3HAYMMOE BIIHS -
HUE TIpueMa KapbamMasernHa Ha KOTHUTUBHBIE (DYHKITNH,
OHO MOXXET OBITh O0YCJIOBJIIEHO HE TIPSIMBIM IelCTBUEM
rpemnapara, a IpyruMu (pakTopamu, Harmpumep, Jiekap-
CTBEHHBIMU B3aUMOJCUCTBUSIMU TIPA COYETAHUU TIPE-
naparoB (M.J. Brodie u EN. Johnson, 1997; W.T. Seidel
u W.G. Mitchell, 1999).

CenatuBHbI 2(pdekT KapbamazennHa Ha QoOHe
BBICOKUX JI03 WJIM OBICTPOTO HapalinBaHUs O3Bl MO-
JKeT TMPUBOJUTH KaK K CTOMKOMY, TaK U K TPaH3UTOP-
HOMY HapylIeHUI0 KOTHUTUBHBIX QyHKIMi. B 0630pe
M.J. Brodie u EN. Johnson (1997) yka3aHo, uto kapba-
Ma3elnrH MOXET BBI3bIBATh HAPYIIEHUS MTaMsTH (B TOM
YUCJIe CIIyXOBO#t), BHUMAHMS U 3pUTEJIEHOTO BOCIIPUSITHS
MPEUMYIIIECTBEHHO TIPU OTHOCHUTEILHO BHICOKOW KOH-
LIEHTpAIMH B Tu1azme; 3Tu [1D nmpakTHIecKu He BBISTBIIS -
I0TCSI IPU T€PaneBTUYECKOM YPOBHE Mpemnapara B Iia3-
M€, eCJIM KoJieOaHUsI YPOBHS CBEIEHBI K MUHUMYMY
(T. €. y HallEHTOB, MOJTyYaIOIIKX JeKapCTBEHHbIE (hOPMBI
KapbamasernuHa ¢ KOHTPOJUPYEMBIM BBICBOOOXIECHUEM).
Tem He MeHee CTaTUCTUYECKU TOCTOBEPHOTO 10303aBU-
cumoro 3 deKTa U KOppesiun MeXay ypOBHEM Mpera-
paTa B TUTa3Me M HePOIICUXOJIOTMYECKUMU HapyIIEHUSI -
MU He BbIsIBJIEHO [12].

B uccnenosanuu I. Forsythe u coast. (1991) oTmeue-
HO MPEeruMYILEeCTBO KapbaMasenuHa rnepea GeHUTOMHOM
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B OTHOUIEHWW BJIWSHUS Ha KOTHUTUBHBIE (DYHKIIMU.
B uccnenoBanuu R. Gallassi u coaBt. (1992) npu cpas-
HeHuu peHobapbuTana ¢ GEeHUTOUMHOM U Kapbamase-
IMMHOM TIPU TECTUPOBAHWU MAMSITU U OBICTPOTHI OTBETA
Ha 3pUTeJIbHbIE CTUMYJIbI ITOKa3aHO, YTO KapbaMa3enuH
MMeeT MpeuMylIecTBO nepea hpeHodbapourTaiom. B mia-
11e00-KOHTPOJIMPYEMOM HcciienoBaHUM A. Sabers 1 COaBT.
(1995) oTMeueHO 3HaUMMOE YIy4llleHUe Pe3yJIbTaTOB Te-
CTOB Ha MaMSITh U CITOCOOHOCTD K 00YYEHUIO Y MAIIUEHTOB,
MOoJIyJaBIIUX OKCKapOa3enuH u KapdamaszenuH [70].

M.G. Harbord (2000) ormeyaeT, uTo KapbaMazenuH
MMeeT TTPeUMYIIECTBA 1O BJIMSHUIO Ha TTOBEICHUE TIepe]]
deHobapouTaioM U GEHUTOMHOM: 3TU MpernapaThl Yalle
BBI3BIBAIOT YXYAIIEHUE TIOBENEHMS, KOTOPOE B HAMMEHb-
el CTeTIEHW BBIPaXKeHO Y MAaIlMeHTOB, MPUHUMAIOIITNAX
KapOamazenuH [40].

[To nanHbIM oTYeTa paboueii rpymmbl ILAE (2016),
KapOaMa3emnuH He OKa3bIBaeT CYIIECTBEHHOTO BIUSHUS
Ha KOTHUTUBHBIC (DYHKIINY U TIOBEIEHWE AETEH C SITHIIETI -
cueit (3cpdexT npenapara HeTpaabHbIN) [ 14].

Kap6amazenH 1 TaMOTpUIKMH MOTYT OKa3bIBATh 1O~
JIOKUTETbHOE BIIMSTHYE Ha BHUMaHKE W TIOBEICHUE U yITyd-
matot nposiineHust CIABI y 6onbHBIX anuierncuei [75].

CUHIPOM HACWJIBCTBEHHOUW HOpMalu3aluu IMpu
npueMe KapbamasenurHa BCTpeUYaeTCs Ka3yuCTUUYECKU
penxo [41].

ITo nanHbiM M. Mula u J.W. Sander (2007), kapba-
Ma3zernH oTHOCUTCS K ADIT ¢ HUBKMM PUCKOM pa3BUTHS
nerpeccnut (<1 % ciryaaes) [59].

Kap6amazenun He obnagaetr TAMKepruueckum
JEeCTBUEM U TIOBBIIIAET YPOBEHb CEPOTOHMHA B TOJIOB-
HOM MO3Te, TO3TOMY OH JOJKEH CHUXKATh PUCK EeTpec-
CUU U cyuluaa npu snwiencuu [49]. AKTuBupyoomui
MCUXOTpOonHbIN 3hdekT KapdbamazenuHa (yaydlleHue
HACTPOECHUsI) OTMEUEH BO MHOTMX padoTax. [To maHHBIM
psaa aBTOPOB, KapOaMma3enuH (Hapsay ¢ BajlblpoaTOM
W JIAMOTPUDKMHOM) BBI3BIBAET YIyUIlIeHE KOTHUTUBHBIX
(GyHKIIMIT 1 IpUMeHsIeTCs] KaK KOPPEKTOp HaCTPOEHUS
[23,49].

Cykuuaumuabl (3rocykcumua). M. R. Trimble u coaBr.
(2002) oTMeyaroT, YTO CYKIIMHUMUABI MOTYT OKa3bIBaTh
Ha KOTHUTUBHYIO chepy MOJOXKUTEIbHOE CrIeHU(UIECKOe
BO3/CCTBUE, YIydIlias KOHTPOJIb MPOTpaMMUPOBaHUS
nevictuit [12, 82]. MoxHOo npenmnoJiaraTe, 4YTo 3T 3(P-
(beKTBI CBA3aHBI C PeAyKIIMEl BEIPAXKEHHOM SIVIICTITH -
dopmuoit aktuBHOCTU. [To MHeHMIO D. M. Ijff 1 coaBT.
(2013), anst aTOCYKCUMUIA HET YKa3aHUI Ha KOTHUTUB-
HbIe HapyIIEeHUsI, OTHAKO JaHHBIX HEJIOCTaTOUHO [45].

B Hacrosiiiee BpeMsI TToTlydeHbl HOBBIE JAHHBIE O TOM,
YTO IMpernapaThl 3TOW TPYIIBI MOTYT OKa3bIBaTh COOCT-
BEHHOE HeraThuBHOE BiusiHUE (BbI3bIBATH [1D co cTopo-
Hbl KOTHUTUBHBIX GyHKIMiA). D.M. Ijff u coaBt. (2016)
U3ydyaju BIUSTHUE 3TOCYKCHMMIAa HAa KOTHUTHBHBIC
dyHkuMu aereit, uccaenyst 3pdOeKTUBHOCTD (IO YacTOTe
TPUCTYTIOB) U MIEPEHOCUMOCTD (HEWPOTICUXOJIOTUYECKOe
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HCClIeqOBaHNEe) MOHOTEePATMU 3TOCYKCUMUIOM Y JIeTei
B Bo3pacte 6—16 et (n = 61, cpeanuii Bo3pact — 9,4 roza,
CPeAHsIs 103a STOCYKcuMuaa — 686 Mr/cyT). DTOCYKCH-
MU GbLT 3 heKTUBEH Y 6OJIbIIMHCTBA MaeHToB (y 70 %
W3 HUX TIPUCTYIIBI OTCYTCTBOBAIM HE MEHee 6 Mec Ha MO-
MEHT BKJIIOUEHMSI B UcciienoBaHue). OaHaKO HERPOIICUXO-
JIOTUYECKOE M CCIIeIOBAaHUE MTPOIEMOHCTPUPOBAJIO BO BCEl
WCCIIelyeMO TPYIIe CHUXXKEHUE WHTEJIeKTYaTbHBIX
(byHkuMit, HapylIeHNe 3pUTETLHO-MOTOPHOI OpHUeHTa-
MU ¥ BHUMaHUS (3TU MoKa3aTeau ObUTM HIKE Y Taru-
€HTOB C TTPOIOJDKAIOIIMMHUCS TPUCTYTIAMU 10 CPABHEHUIO
¢ OOJTbHBIMU, HAXOMBIITMMHUCS B peMUccHuM). Pe3ynbraTe
TTO3BOJISIIOT TIPENITOIOXHUTD, YTO YXYIIIEHHUE TI0 TToKa3a-
TEJISIM UHTEJIJIEKTa W 3pUTEIbHOTO BOCTIPUSTHS CBSI3aHO
B OOJIBIIIEH CTEIeHU C SMUJIETITUYECKUMHU TTPUCTYTIaMU
W 3THOJIOTHE 3a00JIeBaHNs, B TO BpeMsI Kak CKOPOCTb pe-
aKIIMW, MBICJIUTEIBHBIX MIPOLIECCOB, pa3INIHbIC TT0Ka3a-
TEJIM BHUMAHUS (B TOM YKCJIE TIEPeKITIOueHe BHUMaHWSI)
U JUTUTEJIbHOE CIIYXOBOE COCPEIOTOUYECHUE OOYCIOBICHBI
HETTOCPECTBEHHO JCHCTBUEM 3TOCYKCUMUAA. ABTOPBI
WCCeOBaHUs OTHECIM 3TOCYKCUMMU K TIperaparam
C HEOOJIBIITM HETaTUBHBIM BIMSTHUEM Ha KOTHUTHUBHBIC
(byHKIIMY 1 peKOMEHI0BAIU UH(MOPMUPOBATh POIUTECH
MaLMEHTOB O CYIIeCTBOBaHMM JaHHBIX 1D [46].

B otuere paboueit rpynmnbel ILAE (2016) ykasaHo,
YTO JaHHBIE O BIUSTHUM 3TOCYKCUMUJIa Ha KOTHUTUBHBIE
(byHKIIMM 1 TIOBEeIeHME IETEH ¢ AMUIIETICUEN TTPOTUBOPE-
YMBBI U He J0Ka3aHkbI [14].

Ilo nanubiM M. Mula u J.W. Sander (2007), sToCyK-
cuMuJ oTHOCUTCS K ADII ¢ HUBKUM PUCKOM Pa3BUTUS
nenpeccun (<1 % cnydaes) [59]. OgHako, MO JaHHBIM
M.R. Trimble u coant. (2002), 3TOCYyKCUMUA MOXKET BbI-
3bIBaTh JEMPECCUI0, TUCHOPUIO, pa3apakUTEILHOCTD [82].

OaHUM U3 peAKUX, HO HauboJIee TSKEbIX OCTIOXKHE-
HUI SIBJISIETCST pa3BUTHE icuxo3a. [10 JaHHBIM JTUTepaTy-
PBI, TOCYKCUMMUI MOKET BBI3BIBATH TICUX03, CYMITUAATb-
HbIE MBICTU U CUMITTOMBI MAaHUAKaJTbHOTO PacCTPOMCTBA,
B ToMm uuciie y aeteit (J. Chien, 2011) [82]. OnucaHo
pa3BUTHE TICUX03a MPU MPUEMe 3TOCYKCUMMIIA KaK TIPO-
sapieHue cuHapoma Jlangonsra (T. Yamamoto u coasrT.,
2001). BriepBble pa3BUTHE NCUX03a B CBSI3U C MPUEMOM
ADII ObLIO OIMKMCAHO UMEHHO ISl 3TOCYKCUMMKIA B 1968 1.
(M.R. Trimble, 1991) [12].

HoBble aHmu3anunenmuyeckue npenapambl

Oxkckap6asenun. OTMEUEH MOJIOKUTEIIBHBIN TTCHXO0-
TpOMHbIN 3hdeKT npenapara (yaydllieHrue HaCTPOSHUS ),
B TOM UYHMCJIE Y JIeTeii ¢ MIIICTICUEH, a TaKXKe yIydIlIeHre
KavecTBa KM3HU OOJIbHBIX SITUIIETICHEei Ha (hoHE TepaIrTuu
oKcKapOasenuHoM [16, 59].

ITo pesybraTam cIierbIX TIare00-KOHTPOJIUPYEMbIX
WCCIIeIOBaHMI, OKCKapOa3enuH He OKa3biBaeT HeraTUB-
HOTO BJIMSIHUSI HA KOTHUTUBHBIE (DYHKIIUU Y 3MOPOBBIX
no6posobleB (H.V. Curran u R. Java, 1993), y 60JbHBIX
snuierncueit B3pocibix (R. Laaksonen u coasrt., 1985;

3

M. Aikia 1 coaBr., 1992; A. Sabers u coaBr., 1995) ny ne-
Teii [45]. B nBoitHOM ciienoMm 1uiaie60-KOHTPOJIUPYyeMOM
nepekpectHoM uccienoBaHuu (H.V. Curran u R. Java,
1993) y 3m0poBbIX 10OPOBOJIBLIEB OKCKapOa3enuH (B 103aX
300 mr/cyT 1 600 Mr/cyT B TedeHHMe 2 HeM) Yaydluaa KOH-
LIEHTPAIINIO BHUMAaHWSI, YBEJIMIMBAJI CKOPOCTh HAITMCAHUS
PYKOITMCHBIX TEKCTOB, HE OKa3bIBasl P 3TOM BIIMSTHUS
Ha JOJITOBPEMEHHYIO TTaMsITh. OJTHaKO MaHHBIE JO3bI SIB-
JISIIOTCSI CyOTepaneBTUUECKUMU, a TPOIOIKUTEITLHOCTD
9KCMO3UIIUU MpenapaTa (2 Helr) — KpaliHe MaJioid.

B nBoitHOM ciiernoM Tu1arie00-KOHTPOJIMPYEMOM HC-
C/IeJOBAaHUM TIPOIOJIKUTEBHOCTBIO | TOMl ¢ ydacTueMm
41 marueHTa ¢ BriepBblie TMarHOCTUPOBAHHOM SITUJIETICUEH
CpaBHUBaJIU OKCKapOa3enuH 1 kapdamasenuH. KorHutus-
Hble (DYHKITMY OLIEHUBAJIN JI0 Havasia JiedeHus 1 1 Tox CITy-
cts1. CHIDKeHMSI TIoKazaTesieil, XapaKTepU3yIonX TaMsITh
¥ BHUMaHMe, 4yepe3 ToM JICYCHUST B 00eUX TPyIIax BbISIB-
sieHo He Obu10 (R. Laaksonen u coaBrt., 1985). B nBoitHoM
CJIeTIOM PaHIOMM3MPOBAHHOM ITIAIIe00-KOHTPOIMPYEMOM
ucciaenoBanuu M. Aikia u coaBt. (1992) onieHuBanu BIn-
sTHUEe OKCKapOasenuHa v (heHUTOMHA Ha MaMsITh, BHUMA-
HHE Y CKOPOCTh IICUXOMOTOPHBIX PeakLnii y 29 TallieHTOB
C BIIEpBbIC BHISIBIICHHON amuiernicueil Ha hoHe Tepanuun
B TeueHue 1 rona. KorHUTMBHBIE TapaMeTphl UCCIIEIOBATIN
Trepe/1 HauajioM JISYEeHUsI, a 3aTeM uepe3 6 Mec 1 uepes 1 ron
JledeHusi. B rpymie maiumeHToB, Y KOTOPBIX YIAJI0Ch M0-
CTUYB CYITIECTBEHHOTO KOHTPOJIST HAJl IPUCTYTIAMU, Pa3Jiv-
YU MEXKITy OKCKap0a3eImMHOM 1 (PeHUTOMHOM I10 UX BJIW-
STHUI0 Ha KOTHUTUBHBIE (DYyHKIIMU BBISIBJIEHO HE OBLTO.
B muranie60-KoHTposMpyeMoM KMcciaefoBaHUM A. Sabers
U coaBT. (1995) y nauueHTOB, MoJyJyaBIInX OKCKapOa3enuH
1 KapbaMaseIH, OTMEYEHO 3HAYMMOE YITyqIlIeHUE Pe3yITb-
TaTOB TECTOB Ha MaMSTh U CIOCOOHOCTh K 00ydeHuto [12].

ITpu mpuMeHeHUM OKcKapba3enmrHa BO3MOXHa CO-
HJIMBOCTb M YCTanocThb [28].

ITo manHbeiM oTueTa padoueit rpynnbel ILAE (ILAE
Task Force Report 2016), okckap6a3enuH He OKa3bIBAET
CYIIIECTBEHHOTO BJIVSTHUSI Ha KOTHUTUBHBIE (DYHKIIAN Je-
Tel ¢ anuiaercueit (3pdexT HelTpaabHbIi) [14].

MexaHu3M JeiCTBUST OKCKapOa3enuHa CXO/IEH C Ta-
KOBBIM Y KapbaMa3ernHa, HO UMeeT HEKOTOPBIE OTIIMIHS
u ipenmyIiectsa. OgHaKO JaHHBIE O BIMSIHUM OKCKapOa-
3errHa Ha YpOBEHb CEPOTOHMHA TTPOTUBOPEUYMBEI, 1 B Ha-
cTosIIee BpeMsT Helb3sT ¢ YBEPEHHOCTHIO YTBEPKIATh,
YTO OH 00J1alaeT CePOTOHMHEPTMIECKUMM CBOMCTBAMM
[49]. Tem He MeHee OTMEUEHBI MOJIOXKMUTEIbHBIN TTCUX0-
TpomnHbIA 3(pdeKT npenapara (yaydieH1ue HaCTPOCHUST),
B TOM YHWCJIe Y AeTel ¢ AaMujercueit, u yiaydiieHue Ka-
YecTBa XXM3HU OOJIBHBIX SMWIIETICUEl Ha (poHE Tepanmuu
okckap6azenuHoM. 1o mHeHuto M. Mula u J.W. Sander
(2007), okckapb6azenuH oTHocuTcs K ADII ¢ HU3KUM
puckom pasputus genpeccun (<1 % ciyuaes) [59].
ITo nanueiM FE. Andersohn u coast. (2010), okckapba3se-
IMMH OTHOCUTCS K TPYIITe HU3KOTO pUCKa M0 Pa3BUTHUIO
CYMLIMAAIBLHOIO MoBeaeHus [16].
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OTMeUeH MOJIOKUTENIbHBIN MTCUXOTPOTTHBIN 3D deKT
npenaparta [16, 59]. Hapsiny ¢ BaibprpoaTtom, Kapbamase-
MUHOM, JIJAMOTPUIXKUHOM OKCKapOa3enmuH MOXET YIyd-
1IaTh HACTPOEHUE Y MALIUEHTOB C snuserncueit [49].

Jlamorpumxkun. MHorue aBTopsl (A. Aldenkamp u co-
aBT., 1996, 2000, 2006, 2016; R. Moavero u coaBnr., 2017)
COOOIIIAIOT O TOM, YTO JIJAMOTPUIKWH MTOJOKUTEIBHO BIM-
sieT Ha KOTHUTUBHBIE PYHKIINN 1 apHEeKTUBHO-TUIHOCT-
Hyl0 chepy naxe y malieHTOB C HEIOCTaTOUHOM 3(hdek-
TUBHOCTBIO MpernapaTa B OTHOIIEHUU SMJICNTUYECKUX
npuctymos [58].

[To nanHBIM oTYeTa paboueit rpymmbl ILAE (2016),
JJAMOTPUAKUH OKa3bIBaeT MOJIOXKUTEAbHBIN 3GhdEKT
Ha KOTHUTUBHBIE (DYHKIIMU U TTOBEICHUE ACTE C SMUIen-
cueil [14]. BmecTe ¢ TeM MOTy4YeHbl TaHHbIE O HAPYIIEHUU
BHUMAaHMSI IPU TIpYeMe JaMOTPUIKUHA Y AeTei [45].

B coBpemenHoM 0630pe 10 HOBBIX ADIT [58] amo-
TPUKUH U pybUHAMUI ObUIU paclieHeHbI KaK mpernapa-
THI C HAWJTYYIIIMM BJIMSTHUEM Ha KOTHUTUBHbBIC (DYHKIIMYT
JIeTe.

JlaMOTpUIIXKMH Hapsay ¢ KapbaMa3emMHOM MOXET
0OKa3bIBaTh MOJIOXUTEIbHOE BAUSHUE HAa BHUMaHUE
U TioBeneHue 1 yMeHblnaet nposisneHust CABI' y 60b-
Hbix snuiencueit [75]. ITo muenuto A.E. Williams u co-
aBT. (2016), uMerolIMecs: B HACTOSIIIEE BPeMsI JaHHbIE
MO3BOJISIIOT MpennojaaraTb, YTo JaMOTPUIKUH UMEET
MeHbIIUH pucK [1D B OTHOLIEHUM KOTHUTUBHBIX (PYyHK-
LU, U MAJIOBEPOSITHO, YTO STOT Mpernapar MOXeT BHOCUTh
3HAUMMBbII BKJIaa B pazsutue cumntomoB CIABI [87]. Oxn-
Hako J.F Cardenas u coaBrt. (2010) onucanu 9 ciyyaeB
pPa3BUTHUS TUTIEPAKTUBHOCTU y I€TEW, MHOTIA B coYeTa-
HUU C APYTUMU HapyleHusMu (6ecCOHHUIIA, arpeccus,
ayToarpeccusi, 3pUTeJIbHbIE U CTyXOBbIEe TALTIOLIMHALIAN)
MPU BBEICHUM JTAMOTPUIKIHA; TTOCJIe OTMEHBI Mpernapara
HapyuieHus ucuesnu [12].

JlaMoTpUIKUH 00JIafaeT HEKOTOPOI CEPOTOHUHEPT Y-
YeCKOI aKTUBHOCTBIO U IOTOMY OKa3bIBaeT C/1ab0e BIKSI -
HUe Ha 0OpaTHBIN 3axBaT cepoToHUHa. [Ipeamnonaraercs,
YTO 3TO MOXKET OOBSICHSATh MEXaHU3M 0JarompUsITHOTO
BJIMSIHUS JTaMOTpUIKMHA Ha apPeKTUBHYIO cepy U Te-
parneBTUYecKuii apdexT mpu aenpeccusix. JIaMOTpUIKUH
MOXET YJIy4lllaTh HACTPOEHUE y OOJbHBIX STUJICTICUEH U,
KaK Y BaJIBIIPOAT, IPUMEHSTHCS B KA4eCTBE CTAOUIIU3aTO-
pOB HacTpoeHus, 2 GEKTUBEH B JICYEHUU OUTIOISIPHOTO
paccTpoiicTBa [49].

B uccnenoBanuu J.A. Cramer u coant. (2004) owe-
HUBAJIM HACTPOCHUE U KAYECTBO XXU3HU OOJBHBIX DU~
Jlericueil (Kak mpu MOHOTEpanuu JaMOTPUIKUHOM, TaK
¥ TIPU €r0 COYETaHUH C IPYIrUMU npenaparamMu). OTme-
YEeHO JOCTOBEpPHOE YIy4ylleHUe, MOATBEPXKIAECHHOE pe-
3yJTaTaMu olleHKH 110 orpocHukaM POMS (The Profile
of Mood States, mpocduiab HacTpoenus)) u QOLIE-31
(Quality of Life in Epilepsy, ompocauk n3 31 myHKTa
JIJISL OLIEHKU KayecTBa XXU3HU npu smwiencun). Uccre-
JOBaHUE MOKa3ajao, YTO JIAMOTPUAXUH KIMHUYECKU
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3HAYMMO YJTy4IlIaeT HAaCTPOCHME TIAIIMEHTOB IaXKe IPU 110~
sarepanuu. [Ipu aToM yiydiireHre HacTpOeHUs, 110 BCelt
BEPOSITHOCTH, HE SIBJISIETCS PE3YJIBTATOM CUHEPTUIECKO-
ro geicTBusl HecKoJbKUX ADII, a 00yCIOBIEHO TOJBKO
OraronpusITHBIM 3(PHEKTOM JIAMOTPUIKMHA, TaK KaK CO-
XpaHsieTcsl Ha CTaOMIIbHOM YPOBHE TTOCJIe OTMEHBI APYTUX
ADII [30]. ITo nanubiM M. Mula u J.W. Sander (2007),
JIAaMOTPUIKUH OTHOCUTCS K ADIT ¢ HUBKMM pUCKOM pa3-
Butus nenpeccun (<1 % ciaydaes) [59], a Mo maHHBIM
F. Andersohn u coaBt. (2010) — K rpyrine HU3KOTO puckKa
10 Pa3BUTHUIO CYUIIMIATBHOTO MoBeaeHus [16]. BTo MHe-
HUE OOJIBITMHCTBA aBTOPOB, KOTOPOMY, OJHAKO, ITPOTH -
BopeyaT pe3ybTaThl 0ojiee mo3aHux padort. [To JaHHBIM
uccienoBanus J. B. Olesen u coast. (2010), 1aMOTpUIXUH
MOBBIIIAJ PUCK CyUIIMAA Y OonbHbIX anuiencueit (OL
3,15; AN 1,35—7,34) Bckope Tocjie Hayaaa JedyeHUs
[61]. A B uccnemoBanuu R.A. Machado u coast. (2011)
¢ yuactuem 131 maumeHTa ¢ anuiercueit, KOTopble Ha-
XOIWJIUCH MOJ HAOTIOACHWEeM B TeUeHUE S5 JIeT, Teparus
JIAMOTPUIKMHOM OBbLTa aCCOIMMPOBAaHA C ICTIPECCUBHBI-
MW 3MMU30J]aMH, CYUIIMIATbHBIMU TTOTTBITKAMY U TTOBHI-
IIEHWEM pUCKa cyuluaa B 1egoM [54]. OnucaHbl Takxe
KpaliHe peKkue ciiydyau cuHapoma JIaHmoabeTa, B TOM YKC-
JIe TIpY TIpueMe JIAMOTPUIIKMHA B COYETAaHUU C BaJIBITPO-
atoM (A.B. Turan u coaBrt., 2012; B. Clemens, 2005) [12].

JleBetupaneram. [To naHHBIM OTYeTa paboyeit rpymITbl
ILAE (2016), neBeTurpalieTaM OKa3bIBaeT IMOJOXUTETbHOE
BJIMSIHWE HA KOTHUTUBHBIE (DYHKIIUU IE€TEl, OJHAKO Hera-
TUBHO BIIMsIeT Ha NoBeneHue [ 14]. HeratuBHoro aggexra
Ha KOTHUTWBHBIE (DYHKIIVY IETei JIeBeTUpalieTaM, To-Bu -
JIMMOMY, HE OKa3blBaeT, HO JAHHBIX HEJOCTATOYHO [45].
MHor1e aBTOpbl OTMEYAIOT MTO3UTUBHOE BIMSTHUE TIPE-
napata Ha korHutuBHbIe pyHKuuu (G.K. Bergey, 2004;
E. Ben-Menachem, 2003; B. Gomer u coast., 2007; J. Opp
u coasBT., 2005; M. Neuwirth u coasr., 2006). B uccienona-
Hur M. Neuwirth u coaBrt. (2006) 0OTMeUeHO TOJTOXKUTEITb-
HOE BJIMSTHYE JIeBEeTUpalieTaMa Ha BBICIITYIO TICUXUYECKYIO
neareabHocTh Y 30 % manueHTos [12].

[To naHHBIM HENaBHO MPOBEACHHOTO PaHIOMU3UPO-
BaHHOTO TUIaIIe00-KOHTPOJIUPYEMOTO MEPEKPECTHOTO UC-
cJlenoBaHMs BIMSTHUS JieBeThpatieTama B o3e 1000 mr/cyT
MO CpaBHEHMUIO C IIalebo (Tepanusi B TeYeHUE 5 Hel)
Ha KOTHUTUBHBIC (PYHKIINW, HACTPOSHUE U KOOPIWHAIIUIO
NBUXKeHUH ¢ yyactrieM 20 310pOBbIX JOOPOBOJIBLIEB MOXKM -
storo Bospacrta (65—80 set) (M.R. Schoenberg u coasr.,
2017), neBeTuparieTaM He BbI3bIBaJ YXYALIEHWS KOTHU-
TUBHBIX (PYHKIIUI IO CpaBHEHUIO C TIIa1e0o, mokasai
0oJiee BbICOKME (MO CpaBHEHUIO ¢ TIalebo0) mokasare-
s 3putenbHoii maMatu (MCG Complex Figure Recall;
p =0,007) 1 mokaszaresiu 1o 2 TecTaM OLIEHKY BHUMaHUSI
(Trail Making Test, part A, p = 0,009; Stroop Interference,
p = 0,004). OgHako mpenapaT BbI3bIBaJd TEHAEHLIUIO
K YCUJICHUIO pa3apakKuTeJbHOCTU U ycTansoctu (POMS
Anger and Fatigue, p = 0,029 u 0,035 cOOTBETCTBEHHO).
HccnenoBanue mmokasano, 9YTo JIeBETUpalleTaM XOPOIIIo
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MEePeHOCUTCS B JTaHHOW Bo3pacTHoI rpymnre. OmpHako clie-
JIyeT y4eCTh, YTO B UCCIIEIOBAHUY yIaCTBOBAJIN 3I0POBbHIE
JIOOPOBOJIBLIBI, @ HE OOJIbHbIE dNUJIenicueii [74].

JIBosikoe MHEHWE B COBPEMEHHOM JTUTepaType BbI-
CKa3bIBAETCsSI OTHOCUTEJILHO BIMSTHUS JieBeTHpalleTaMa
y neteit ¢ CABI' u anunencueit. UmeloTcst otnenbHbIe
COOOIIEHUS O TTOJOXKUTEIPHOM BIMSIHUY JIEBeTHpalleTa-
Ma npu couetanuu snuierncuu u CIABI. Onucan ciayvait
ero 3(p(eKTUBHOCTH Y TTallMeHTa ¢ XPOHUIECKUMM JIBUTA-
TeJbHBIMU TUKAMU, pojlaHanueckoi aniencueit u CABI
(D.M. Fernandez-Mayoralas 1 coanrt., 2009). Coob1ia-
€TCs TaKXe O CHWXKEHWU TUTIEPAKTUBHOCTH, UMITYJIb-
CHUBHOCTH, JIJAOMJIBHOCTH HAaCTPOCHUSI M arpeCCUBHOCTU
y JIeTelt ¢ ayTu3MoM Ha (hoHe Teparuu JIeBeTHpaIeTaMoM
(T.A. Rugino u T.C. Samsock, 2002). C npyroii CTOpOHBHI,
B OTEUECTBEHHO JTUTepaType ONMUcCaH ciydail pa3BUTHS
CJIBI Ha doHe Tepanuu JeBetupaiieramom (A.A. XoauH
u E.C. Nnbuna, 2011). OnucaHbl ciiydan YCUJIEHUS BO3-
OyIMMOCTH, Pa3ApaXKUTeIbHOCTU, KOJIeOaHUIT HACTPO-
€HUs ¥ TIEpUOINYECKON arpeCCUBHOCTH TIPU Teparuu
neetupatetamoM (R.G. Beran u coast., 2005; J.J. Tsai
u coaBr., 2006; J. Opp u coasr., 2005; H. Kuba u coasr.,
2006; J. Schiemann-Delgado u coasr., 2012; M. Cook
u S. Shorvon, 2013). BaxxHO UMEThH B BUY, YTO YCUJIEHUE
Pa3IpaKUTEIBHOCTA U BO3OYJIMMOCTA MOXET YCHIINBATh
nposisieHust CABI y 6onbHbIX anmnencueit (O.A. ITbl-
JlaeBa 1 coasT., 2011). Takum o6pa3oM, Ha poHe JIeueHUsT
JIeBeTUpalleTaMOM y JeTeil BO3MOXHO (popMUpOBaHUE
kauHuueckoit kKaptuael CABI (J. Schiemann-Delgado
u coaBrt., 2011; M. Cook u S. Shorvon, 2013) [12].

B 0630pe K. Meador (2011) yka3siBaeTcsi, 4TO MpueM
nesetuparerama B no3e 2000 Mr/cyT B TeueHue 4 Hell MO-
JKET HECKOJIbKO CHIDKATh CKOPOCTh PEaKIIMU Y 310POBbIX
Jno6poBoJbLEB [12].

ITo MHEHMIO MHOTUX MCCJIeioBaTeseli, yacToTa I10-
BeneHueckux [1D mpu mpueme jeBeTupaierama y aetei
BBIIIIE, YEM Y B3POCIIBIX, U BBIIIIE Y IETEH C TIPEAIIECTBYIO-
MU TIOBECHYECKUMU WM KOTHUTUBHBIMU HapyIIIEHY -
amvu (E.H. Kossoff u coasr., 2001; M. Gustafson u coasr.,
2002; S. Kayani u D. Sirsi, 2012). HapyimeHust moBeje-
HUS, B TOM 4YHCJIe BPaXIeOHOCTh, U IMICUXOTUYECKUE
MpOsIBJIeHUsT — OCHOBHBIE 1D, IpuBoOAsIIIe K OTMEHE
npenaparta (S. Kayani u D. Sirsi, 2012). JIeBeTupareram
MOXKET TTOBBIIIATh BO30YINMOCTb, BBI3BIBATH WJIM YCUJTH -
BaTh pa3ApaXKUTeIbHOCTh, KOJeOaHWsI HACTPOEHMS U ar-
pPECCUBHOCTb [28].

B uccnenoBanuu M. Mula u coanr. (2004), BKJtouaB-
meM 118 60abHBIX aMUIencrueit ¢ TPYAHOCTSIMU B 00yve-
HUM, KOTOpbIE Moaydyaiu JeBeTupateraM, [19 co cropo-
Hbl oBeicHUS U ahGEKTUBHOM chepbl ObLITU OTMEYEHBI
B 12 % cnydaeB (HapylieHue moseneHust — 7,6 %, aMo-
LIMOHAIbHAS JTA0MIbHOCTh — 1,7 %, BO30yXIeHUe, THEB
U BpaxkaeOHOCTh — 1,7 % ciydaeB). DT HApYLLIEHKS KOP-
pEeMPOBAIM C SMWJICITUIECKUM CTaTyCOM M HaJTMIUeM
TICUXUYECKUX PACCTPOMCTB B aHAMHE3E.
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ITo nanueiM M. Mula u J.W. Sander (2007), neBeTupa-
eram oTHocuTcs K ADIT co cpefHUM pUCKOM pa3BUTHUS
neripeccun (He 6osee 4 % GOMBHBIX) [59], a M0 MaHHBIM
uccnenoanus E Andersohn u coast. (2010) — k mipemna-
paTtam, TTOBBIIIAIONIMM PUCK CYUIIUIATBHOTO TTOBEACHUS
[16]. B TOM umcIe onucaHo pa3BUTUE AEMPECCUH Y TTOXKHU-
sbix tarueHToB (J. P. Vande Griend u coasrt., 2009).

B nuTepatype onucaHbl ciydau pa3BUTHUS TICUX03a
Ha oHe npuema nesetupatietama (E.H. Kossoff u coasr.,
2001; M.J. Chouinard u coasr., 2006), B TOM 4uclic B paM-
Kax (heHOMeHa HACUJILCTBEHHOW HOpMaJIM3allnK y JeTei
(T. Kikuchi u coasr., 2013) [12].

Tonmupamar. [To naHHBIM psia aBTOPOB, YaCTOTA KOT-
HUTUBHBIX U TIOBEICHYCCKUX HAPYIICHU, B TOM YUCIIC
W TPAH3UTOPHBIX, Ha (DOHE TIpUeMa TolMpamara Bapbu-
PYET, OCTaBasiCh JOCTaTOYHO BhICOKOM: 23,9 % (M. Mula
u coasT., 2003); 41,5 % (A.M. Kanner u coast., 2003);
49 % (H.J. Huppertz u coasr., 2001); 57 % (K. Mohamed
u coasT., 2000). OqHaKO MHOTHE aBTOPHI MOTYEPKUBA-
0T, YTO HEOJIATONIPUSITHOE ICMCTBUE TIpeTiapaTa Ha Kor-
HUTHBHYIO cepy U MoBelneHWe HanboJjiee BbhIpakeHO
B Havajie Teparnuu, a TakKe MpHu OBICTPOM TOBBIIIIEHUN
JIO3bI, 1 MOXET 3HAYUTEIbHO YMEHBIIATLCS TIPY TTPOJIOJI-
SKEHUW JISYEHUST U TPU MEIJIEHHOM TUTPOBAHWU JTO3bI
(A.M. Albsoul-Younes u coasr., 2004; G. Coppola u co-
aBT., 2001; G. Coppola, 2004; S.D. Shorvon, 1996) [12].

ITo maenuto D.M. ljff u coasr. (2013), st Tonmpama-
Ta MOJyYeHbl yOeAUTeIbHbIE 10Ka3aTeIbCTBA KOTHUTUB-
HBIX HapyIIeHW (TTaMsITH, BHUMAHUS U PeUM) Y B3POCITBIX
u aeteit [45].

H.J. Huppertz u coast. (2001) oTmMeuarot, 4To Opu
HEHPOIICUXOJIOTUYECKOM MCCIIETOBAHUM Y TTAllUeHTOB,
IMPUHUMAIOIINX TOTIMPAaMaT, BBISIBJISIINCH HapylIeHUe
KOHIIEHTpAllUK, TICKXOMOTOPHOE 3aMe/lJIeHHe, T1e(UIINT
namsaTtu u aucdasus, a E. Baeta u coaBt. (2002) otmMeTrin
CEeMaHTUYeCKHe peueBble HapyIIeHUsI, HapyllIeHUe Bep-
0OaIbHOTO OOYYEHUS U YXYIIICHNE 3pPUTEIbHO-MOTOPHBIX
HaBBIKOB (HA0TIOMATNCh TTPEUMYIIIECTBEHHO y OOJIBHBIX,
MMOJTy4yaBIINX TormupamMar B no3e 400 Mr/cyT u BbllIe).
B 0630pe P.M. Levinsohn (2000) Han6os1ee yacteiMu I19D
TOTIMPaMara Co CTOPOHBI BBICIIIAX IICUXMYECKUX (DYHKITAIA
ObUTM HapyllleHWe KOHIIEHTPAIIUM BHUMaHUSI, TUCMHE -
CTUYECKUI CMHIPOM M U3MEHEHUST TToBeieHus1. B nccie-
noBaHuu C. Helmstaedter u J.A. Witt (2013) BbIsiBICHO
YXyILIEHWE UCTTOJHUTENbHBIX GYHKIUI Ha PoHe Tpu-
ema Tormmpamata (F=7,5, p=0,001), ormeuerHoe y 53 %
MAIMeHTOB; JIAKOCAMUJ U JIAMOTPUIKUH UMETU TIPeu -
MYIIIECTBO HaJl TONTMPAMaTOM B CBSI3U C MEHee BBICOKOI
YaCTOTON KOTHUTUBHBIX HAPYIICHUI.

Co00611a710Cch 0 HETATUBHOM BJIMSIHUM TOMMpamaTta
Ha UCTIOJTHUTEIbHbBIE PYHKIIMU U OeTyiocThb peu. J.A. Witt
u coaBT. (2013) cpaBHUBaAu HE3aBUCUMOE BIIUSIHUE
Ha 0eryiocTh peur (hakTOpPoB, CBSIBAHHBIX C AMUJIETICH -
eii, Tepanueil 1 MpuMeHeHWEeM TolMpaMaTa B UCCIIeI0-
BaHWM C y9acCTUEM TAIIMEHTOB, MTOTYYaBIIMX TOTMPaMaT
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(n = 421), npyrue ADII (n = 351), a TakKe y MMallMEHTOB
6e3 neyeHus (n = 108) u 3gopoBbix mozaeii (n = 100). Ha-
pYyILIeHHEe GETIIOCTH Peyr OTMevaiochy 77 % maiueHToB,
MOJTyJaBIIMX Tonmupamar. [1o cpaBHEHUIO CO 3I0POBBIMU
JIIObMHM, OETJIOCTh PEYM y TAllMeHTOB, HE TOJIy4aBIINX
JledyeHus, Obl1a cHUXeHa Ha 22 %, Ipu MOHOTeparnuu
npyrumu ADIT — Ha 31 %, ipu MOHOTEpaITiK TOMUpaMa-
ToM — Ha 45 %. He3aBucumo ot TOro, moJIydaiy JIK Ialu-
€HTBI TOITMpaMaT WIK HeT, OETJIOCTh Peur JIMHEWHO CHU-
Xajach pu J00aBIeHUM Kaxaoro mocienytomero ASIT
pu nojuTepanuu. [Ipr 3ToM Ha KaXIoM 3Tare pe3ysib-
taT 6611 Ha 21—28 % XyXe, ec/Ii B COCTaBe MOJUTepATTUN
nMeJicd Tonupamar (Mo CpaBHEHUIO C Tepanueil, He BKITIO-
yapieit Tonmupamar). OTCyTCTBHE PeUeBBIX HAPYIICHUI
y TIAIIMEHTOB, TTOJTY9YaBIINX TOTIMPAMAT, aCCOIIMMUPOBAIIOCH
C MeHee BBICOKOI 10301, BBICOKMM 00pa30BaTEeJIbHBIM
YPOBHEM U TTO3HUM Ae0I0TOM 3MUJIeTICuU. Takum obpa-
30M, TIPUHUMAasi BO BHUMaHWE COBMECTHOE HeTaTUBHOE
BJIMSTHAE STWJICTICUU W TIpYeMa COMYTCTBYIOIINX TIpe-
mapaToB, aBTOPHI MUCCJIENOBAHUS TTOKA3aJIu, YTO TIPUEeM
TOTIMpamMaTa acCCOIMMPOBAJICS C YMEHbBIIIEHUEM OCTJIOCTH
peun Ha 21—28 % 1o cpaBHeHMIO ¢ Apyrumu ADIT [89].

KorHuTuBHBIE ¥ TIOBEIEHYECKNE HAPYIICHUS MO-
TYT CJIY>KUTb OCHOBHOM TIPUYMHON OTMEHBI TOTMpaMara
(W.0O. Tatum u coasrt., 2001), ogHaKko yallle BCero OHU
HOCSIT TPaH3UTOPHBIN 1 00paTUMBII XapaKTep, OTMeva-
[OTCSl B TIEPUOJL TUTPOBAHMSI TO3bI, BO MHOTUX CITyJasix
SIBJISTIOTCSI TO303aBUCUMBIMU M BO3HUKAIOT MPU TIOJIH -
tepanuu (G. Coppola u coasr., 2001; G. Coppola, 2004;
T. Marson u coant., 1997; D. Ormrod u K. McClellan,
2001; J.W. Wheless u coaBr., 2004).

B uenoM, no gaHHbIM oTyeTa padoyeit rpynmbl ILAE
(2016), TomupaMaT OKa3bIBa€T HETaTMBHOE BIMSIHUE
Ha KOTHUTHUBHBIC (DYHKIIMU U TTIOBEEHUE NeTeil C DIH-
nenicueit [14]. Ha ¢oHe neyeHus TonupamMaToMm y neTeit
BO3MOKHO (DOpMUPOBaHUE KIMHUYecKo KapTuHbl CIABIT
(H.M. Hamoda u coaBrt., 2009). ITo nanusiM M. Mula
un J.W. Sander (2007), ronupamat oTHocuTcs K ADII ¢ Ha-
nbosiee BHICOKMM PpUCKOM pasButus aenpeccuu (10 %
00JIbHBIX) [59].

IIpenapat MOXeT BbI3BIBATh Pa3BUTHE IICUXOTUYECKIX
MPOSIBJICHUIA, B TOM YMCJIe B paMKax CUHIpOMAa HaCUJTbCT-
BEHHOU HOpManu3auuu [82].

B uccnepoBanuu A.M. Kanner u coant. (2003),
BKJIIOYABLIEM 596 MalMeHTOB B Bo3pacrte 16 jer u crap-
e, y 9 maiueHToB OTMeUeHO pa3BuThe ncuxosa (1,5 %);
roBeneHYeckre 1 apheKTUBHBIC HAPYIIICHUST 3apETUCTPY -
poBaHbl y 75 (12,6 %) nauueHToB. OCHOBHbIE (aKTOPhI
pHrCcKa BKITIOYAJIA TICUXUATPUIECKIE HApYIICHUsI B aHAM -
He3e U MTOXWION BO3pacT.

Jlpyrve aBTOpbI CUUTAIOT BAXKHBIMU (DAKTOPaMU PU-
CKa TakKe TICUXUaTpUIecKre HapylIeHUs B CEMeTHOM
aHaMmHe3e, (peOpUIbHbIE CYAOPOTM B aHAMHE3€e U HaJlu-
yue TOHUYECKUX U aToOHUWYecKux mpuctynos (M. Mula
u coaBT., 2003). ITo ux MHeHMIO, OJIATONPUATHBIMU
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MPOrHOCTUYECKUMU (haKTOpamMu, YKa3bIBalOIIUMU Ha 60-
Jiee HU3KUI pucK nicuxuatpudeckux [19D mpu Tepanuu
TONMMPaAMaTOM, SIBJISIIOTCS HU3Kas 4acToTa MPUCTYIOB
JI0 HavyaJla mpriemMa Tonupamara U OMHOBPEMEHHBIN MprueM
JlaMoTpuIkKrHa [12].

Jlakocamun. ITo naHHBIM OOJBIIMHCTBA UCCIENO-
BaHWIi, MpernapaT He OKa3blBa€T HETATUBHOTO BIWUSHUS
Ha KorHuTuBHbIe PyHkIMu. C. Helmstaedter u J.A. Witt
(2013) B peTpOCHEKTUBHOM KOHTPOJUPYEMOM MCCIIE-
JOBAaHUU, MOCBSIIEHHOM BJIUSHUIO NOMOJHUTEIbHOMN
Teparuy JaKocaMuI0M Ha KOTHUTUBHbBIE (DyHKIIUM TTa-
LIMEHTOB C AMWJIEIICUEl, CPaBHUBAIU JJAKOCAMU, TO-
nmupaMar M JIJAMOTPUIKUH. {11 OlleHKM KOTHUTUBHBIX
(GyHKIMIT TPUMEHSUTU TECT Ha UCTIOJIHUTEIbHBIE (DYHK-
i (EpiTrack®), TecTsl ISt OLIEHKM BepOaIbHOI maMmsi-
TU U KTy CyObeKTUBHOW CaMOOLIEHKU MallueHTaMu
I1D npenapata (MbIlUIEHUE, HACTPOESHUE, BETeTATUBHBIE
dyHkuun). KayecTBo XXU3HU OLIEHUBAIU C MTOMOUIbIO
onpocHuka QOLIE-10. OueHky noxkasaTesneil TpoBOAWIN
nepea HavYaJloM UCCJIEAOBAaHUS U B KOHIIE TIepUoIa Ha-
OJIIofIeHNs, B CpeiHEM cocTaBiisiBLIero 32 Hen. JlakocaMun
noyiydanu 44 nalueHTa, JaMOTPUIKUH — 11 maiueHToB,
Tonupamat — 15 nmamueHToB. MccienoBaHue BBISIBUIO
YXYILIEHUE UCTIOTHUTEIbHBIX (PYHKIIMI HA (hoHe TTpueMa
tonupamara (F=7,5, p=0,001), ormeuenHoe y 53 % mna-
LIMEHTOB; CPeI MOJYYaBILMX JJAKOCAMU U TAMOTPUIKUH
yXyauieHue Haomonanoch y 14 u 27 % cooTBeTCTBEHHO.
Hu onHoro ciy4das ynydilieHus] UCTIOTHUTENbHBIX DYHK-
1Mii oTMe4eHo He Obu10. He ObU1o BBISIBICHO pasnuyuit
MEXIy IpyMNIlaMy MPU OLIEHKE MaMsTH, Ka4yeCcTBa KU3HU
u HacTpoeHUs. CyObeKTUBHbBIE Xal00bl Ha yXYAIIECHUE
KOTHUTHBHBIX (DYHKIIMIT OTMEUYEeHBI ¥ 5 13 9 TIalleHTOB,
MOJyYaBIIMX TOMMpaMar (B TpyIrie Jakocamuaa —y 1 uz 9
MalXeHTOB, B TPYMIE JAMOTPUIKUHA KaT00bl OTMEYEHbI
He ObUTH). B TaHHOM MCcenoBaHUM BOEPBbIE OBLIO MO-
Ka3aHo, YTO 10 MMHUMAJIBHOM 4acTOTe KOTHUTUBHBIX [1D
JIaKOCaMUJ, CPAaBHUM C JJAMOTPUKMHOM U MEPEHOCUTCS
3HAUUTEJIbHO JIy4llle TonmMpamMara (4To MOATBEPXKIAETCS
KaK CyObeKTUBHBIMU, TaK M1 OOBEKTUBHBIMU JAHHBIMU).

ITo mueHuto A. Verrotti u coant. (2012), oTcyTcTBUE
BBIPAXKEHHOTO CeNaTUBHOTO 3(pdeKTa U HEraTUBHOTO BIIM-
STHYSI Ha KOTHUTUBHBIE (DYHKIIMKA MOXKET aTh JTOTOJTHU -
TeJIbHbIE TTPEUMYIIECTBA MTPU MTPUMEHEHUU JaKocaMuIa
y MalMEHTOB C YMCTBEHHOU OTCTAJIOCTBIO U STITWJICTITUYEC-
KOl sH1e(aTonaTrei.

[To nanHBIM oTYeTa paboueit rpymmbl ILAE (2016),
JIJaKOCaMUJ HE OKa3blBaeT CYIIECTBEHHOI'O BIIUSHUS
Ha KOTHUTUBHbBIE GPYHKUMU AeTel ¢ anuerncuei (3¢ gekr
HelTpanbHbIi) [14].

OnuicaH eMMHUYHBIA CTydaid pa3BUTHS TICUX03a, UHITY-
poBaHHOTO TipuemMoM Jakocamuaa (D. Chatzistefanidis
M coast., 2013) [12].

Bura6arpun. [1To nanHbBIM oT4yeTa paboveil TPYMITBI
ILAE (2016), BurabaTpuH He OKa3bIBa€T CYIICCTBEHHOTO
BJIUSTHUST HA KOTHUTUBHBIC (DYHKIIUM JIETe ¢ AMUJIeTICHei
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(atbdexr HeitTpanbHblif) [14]. JJaHHBIE O BO3MOXHOM HeE-
TaTUBHOM BJIMSTHUYM Ha KOTHUTHBHBIC (DYHKIINU Y AeTei
IS BUrabaTpyrHa He MmojydyeHbl [45].

Ha ¢oHe neyeHuss BurabaTpuHoOM y aeTeil BO3-
MOXHO (hopMUpoOBaHUE KIMHUYecKoi KapTuHbl CABI
(H.M. Hamoda u coasnrt., 2009). OgHako, 1Mo MHEHUIO
A.E. Williams u coabr. (2016), nMerolnecst B HaCTosIIIee
BpeMs JaHHbIE MMO3BOJISIOT MPeanoaarath, 4YTo Buraba-
TPUH, a TaKXe rabaneHTUH, TUarabOuH U JTaMOTPUKUH
WMEIOT MeHBIINI pucK [1D B OTHOIIEHNN KOTHUTUBHBIX
(byHKUMI, 1 MAaTTOBEPOSTHO, UTO 3TU MpenapaTbl MOTYT
BHOCHUTb 3HAUMMBI BKJIaJ B pa3BuTue cuMmnromMon CABIT
[87]. OnHako BUrabaTpuH Kak Ipernapar ¢ MHOTOKOMITO-
HEHTHBIM JelicTBUEM, HarlpaBlieHHbIM Ha TAM Kepruuec-
KYIO CUCTEMY, MOXKET BbI3bIBAaTh arPeCCUBHOE MTOBEICHUE,
nucdopuio, nenpeccuro v rncuxossl. [1o ganHeiM M. Mula
u J.W. Sander (2007), BurabaTpuH — oguH u3 Tpex ADII
¢ HauboJiee BBICOKMM PUCKOM DPa3BUTHUS JETPECCUU
(10 % 60abHbBIX) [59]. HacToTa MOSBIEHUS CUMIITOMOB
JIETIPECCUU MOKET OBITH €11I€ BhIIIE y TAllMEHTOB U3 IPYII-
MBI pUCKa O GOPMUPOBAHUIO PACCTPOUCTB HACTPOCHUSI.
ITo nanHbIM uccnenoBanus F. Andersohn u coast. (2010),
BUTA0ATPUH OTHOCUTCS K IMpernaparam, MOBbIIIAIIIUM
PUCK CYULIUAATbHOTO TIoBeAeHUS [16].

ITo nanusiM M. R. Trimble u B. Schmitz (2002), Bura-
0aTpUH MOXXHO paccMaTpvBaTh KakK mpemnapar ¢ Mporcu-
XOTUYECKUMU CBOMCTBAMU; €ro MPUEM acCOLIMUPOBAH
C arpecCUBHBIM TOBeAeHUEeM, nuchopueil, nenpeccu-
el 1 pa3ButheM mcuxo3sa [82]. B o63ope D.F Levinson
un O. Devinsky (1999), nocssilieHHOM ABOMHBIM CJIETTbIM
TU1a11e00-KOHTPOJIMPYEMbIM UCCIETOBAaHUSM BUTA0aTpU-
Ha, Ha poHe mpremMa 3TOro mnpemnapara 10CTOBEPHO MO-
BBIIIAJIACH, IO CPABHEHMIO C T1a1e00, yacToTa ncruxo3a
(2,51 0,3 % cootBercTBeHHO, p = (,028). [1cnXx03 OOBIYHO
HOCWJI TPAaH3UTOPHBIN XapaKTep, U €ro MPOosIBIeHUS Tpe-
TeprneBa 00paTHOE pa3BUTHE MTOC/Ie OTMEHBI Mpenapara,
CHIVKEHMSI 103bl UM Ha3HAYeHUsT HeiposenTukos [53].
B 0630pe L.J. Willmore u coast. (2009) ncuxo3 v rajutionu-
HallM¥ OTHOCWJIMCH K OCHOBHBIM 1D Buradarpuna. B uc-
cnenmoBanuu B. Aurich-Barrera u coasrt. (2011), rie cpas-
HuBaMch [1D npenapara y B3poC/bIX U A€TEH, HAPYLIEHUS
TOBEACHUS U TUTIEPAKTUBHOCTD Yallle OTMEYATIUCh Y AeTEH,
CIMYTAaHHOCTb CO3HAHUS M TICUX03 — Y B3pOCbIX [19].

OnucaHo pa3BUTHE TICUX03a B paMKax heHoMeHa
HACWJIbCTBEHHOW HOpMaIM3allly MpU Tepanuu BUrabda-
TpuHOM [82]. Cpenu HabMOJaeMbIX HAMU MTallMEHTOB
JIETCKOTO Bo3pacTa ¢ cuHapoMoM Becrta Ha hoHe mpuema
BUTabaTpPUHA B OTAEJbHBIX CJIyYyasx HabJIOIaTIUCh MPO-
sBJieHUs1 (peHOMeHa JlaHaombTa: pe3koe Bo30yXIeHue,
HEMOTUBUPOBAHHBIN KPUK, OECCOHHUIIA, OTKA3 OT €/bl.

3onucamun. B nccnenoBanuu S.P. Park u coasr. (2007)
¢ yyactueM 60 MalMeHTOB, MOJTYYaBIIMX 30HUCAMMI
(B cpenHeM B TeueHue 19,8 mec, nuarnason 6—37 mec), Ha-
PYLLIEHMS [TAMSITA OTMEUEHBI Y 35 % NalueHToB, I1eOUIIUT
BHUMaHuUs —y 27 %.
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[To nanHBIM oTYeTa paboueil rpymmsl ILAE (2016),
30HMCAMUIT OTHECEH K TTperiapaTaM, OKa3bIBalOIINM Hera-
TUBHOE BJIMSTHUE HAa KOTHUTUBHBIC (DYHKIIUW U TTOBEICHUE
nereit ¢ anuiencueit [14].

ITo nannbiM M. Mula u J.W. Sander (2007), 3oHuca-
MU oTHOCUTCST K ADIT ¢ 1OCTaTOYHO BHICOKMM PUCKOM
passutus aenpeccun (7 % 6ompubIX) [59]. [Meuxmuec-
KVe HapyIIeHUsT BBISIBJISTIOTCS MIPEUMYIIIECTBEHHO Yy JINI]
C MPeapacIioioKeHHOCThIO K HUM, T. €. Y MallueHTOB
C YK€ CYIIECTBYIOIMMY CUMIITOMaMM TICUXMYECKUX pac-
crpoiictB (G. Zaccara u coaBt., 2011). Ilcuxo3 sBisieTcst
PEIKUM OCIIOXKHEHHWEM Tepaliii — OH 3aperucTpUpOBaH
y 2 % maimeHToB, MmoxydaBmux 3oHucamua (M. Abdoh
U coaBT., 2011). OnucaHsbl ciydyau MCUxo3a Mpu rnpruemMe
30HMCaMM/Ia, B TOM YKCJIe KaK MPOsIBJIECHNE CUHAPOMA
Jlanponsra (M. Hirose u coanrt., 2003; C.I. Akman C.1.
U coasT., 2003) [82].

Pydpunamua. B HenaBHO omyOGiaMKoBaHHOM 0030pe
sntepatypbl ¢ 2002 o 2016 1., OLEeHMBAIOLLIEM BIMSHUE
10 HOoBbIX ADIT Ha KOTHUTUBHBIE (PYHKLIUU y AeTei [58],
pydUHaAMKI TOJTYYMJT OYeHBb BBICOKYIO OIIEHKY I10 Tapa-
MeTpaM TIePeHOCUMOCTH M HapaBHE C JTaMOTPUIKUHOM
OTHECEH K TIperiapataM C HawIydIiieil mepeHOCUMOCThIO
B OTHOIICHUY KOTHUTUBHBIX 1 TTOBEIEHIECKUX (DYHKIIHIA.

ITo muenuto G. Coppola u coanr. (2014), pybuHamu,
MO-BUANMOMY, UMeeT 0ojiee OaronpusITHhIN MpoduiIb
KOrHUTHUBHBIX 1D no cpaBHeHuto ¢ apyrumu ADII. Ox-
HaKO COO0IIATIOCH O 2 CJIydasiX BIPAXXEHHOTO YXYAIICHUS
COCTOSTHMS (YCUJICHHE METIPECCUN, aXKUTAIIAN, TIOSIBJICHUE
CYMITUIATILHBIX MBICJICH ) TIPY MPUMEHEHUM py(hUHAMUIA
y TIAIIMEHTOB C PE3UCTEHTHBIM OUTIOJISIPHBIM PACCTPOMCT-
BoM (He cTpagatolux anuiercueit) [50]. Cpeaun HaOm10-
JlaeMbIX HAMM TTAIIMEHTOB, IPUHUMABIINX py(QUHAMUIL,
B 1 ciywae (maument I A., 11 net, nuarao3 «®KJI I tnma
npaBoil JT0OHOU obysiacTu, cUMITOMaTUYeCcKas JIOOHas
SIUJIETICUST» ) ObLT KOHCTAaTUPOBAH BBIPAKEHHBIN CUHAPOM
HACWJILCTBEHHOUW HOpMasM3alnu (IMTpu KOMOMHUPOBAH -
HOM Tepanuu, BKJIIOYaBUIEH BUTA0ATPUH U pyDUHAMUL),
YTO TTOTPeOOBAJIO HEMEJIEHHON OTMEHBI pyhrHaMUIa,
HECMOTPSI Ha BBICOKYIO eT0 3 (DEeKTUBHOCTD.

Ilepamnanea. Haubosee yacto 1D mepammnane-
Jla, 3aperucTpupoOBaHHbBIC B OTOPHBIX, KIMHUYECKUX
M TTIOCTMApKETUHTOBBIX MCCIEIOBAHUSIX, B TOM YHCIIE
MPY JUTUTEJbHOU Teparnuu, OB CBS3aHBI C BO3ICHCT-
BUEM Ha IIEHTPAJTbHYIO HEPBHYIO CUCTEMY W BKITIOUAIN
Y B3POCJIBIX TOJIOBOKPYKEHUE, COHIUBOCTD, YCTAIOCTh,
Pa3ApaxXKUTeIbHOCTb U TOJIOBHYIO 00JIb (0OBIYHO JIETKO
WIM yMEPEHHO BbIpaxeHHbIe) (J.M. Serratosa v coaBT.,
2013; B.J. Steinhoff u coast., 2013; M. Hintz u coasr.,
2016; EM. Besag u P.N. Patsalos, 2016; K. Singh u coasBr.,
2016), a 'y gereit — BJIOCTh M ycTaocTh (A. Biro u coaBr.,
2013), vaiiie HabIOAABIIAECS TPYU TPUMEHEHUU BBICOKMX
no3. B 0630pe F. Rugg-Gunn (2014), 06001muBILIeM pe-
3yJbTaThl 3 KIMHUYECKUX uccieaoBanuii ¢asel 111, u B uc-
CJIeIOBAHUSIX, TIPOBOAMMBIX B KIIMHUYECKOM MPaKTUKE
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(B.J. Steinhoff u coaBr., 2014), coob1IaeTcst 0 peaKux Ciry-
Yasix MOSIBJIEHUS CUMITTOMOB JIETIPECCUU U arpecCUBHO-
cTu Ha (poHe nmpuema nepammanena. A.B. Ettinger u coaBT.
(2015) coobmiatoT, YTO B UCCAEAOBAHUSIX MepaMIiaHeaa
daszwr 111 ob1mas yactora ncuxudeckux [1D ObL1a BbIIE
Mpu TipremMe GoJjiee BHICOKOM M03bl Tpenapata: 17,2 %
npu npueme 8 Mr/cyt u 22,4 % — npu npueme 12 Mr/cyt
(ipu ipueme Tutane6o — 12,4 %). BpaxnaeGHOCTb U ar-
peccust oTMEeUeHBI Y 12,3 % manneHToB Ha J03¢€ 8 MT'/CYT,
y 20,4 % — na nose 12 mr/cyt, uy 5,7 % — B rpyIiie 1ia-
1eo6o [34].

B uccinenoBanuu A. Rohracher u coasrt. (2016) ¢ yua-
ctueM 122 manueHTOB Y 8 % GOJIBHBIX OTMEUYEHBI TICH-
XMUYeCKUe HapylieHus (BKIIIo4ast AeTIPecCHio, arpecculo,
pa3apakuTeIbHOCTD), Y 7 % — KOTHUTUBHBIE HAPYIICHUS
(cyOBbeKTUBHBIE HApYIIEHUsT KOHIIEHTPAIlNN; HEHPOTICH -
XOJIOTMYECKOEe MCClieToBaHue He TIPOBOAMIOCH). [010BO-
KpyXeHue — ocHOBHOM [1D mepammaHena — yMeHbILIAETCS
MpU TIpUeMe Tperapata HeroCPeACTBEHHO Mepel CHOM,
B noctenu. Puck nmcuxuatpuueckux 1D nepamnanena,
BapbUPYIOIINX OT JIETKOU JIETPEeCCUu 10 arpecCuu 1 Io-
MBITOK CYUIIMAA, TIOBBIIIEH Y MAIIMEHTOB C IICUXUYECKUMU
HapylIeHUsIMU B aHaMHe3e, TT03TOMY Y 9TOW KaTeropuu
MalMeHTOB TIperapaT Hy>)KHO Ha3HayaTh ¢ OCOOEHHOM
OCTOPOKHOCTEIO [68].

B mpoBeneHHOM HEpaHIOMU3UPOBAHHOM PETPO-
CTIEKTUBHOM MCCJIEIOBAHUU, BHITIOJTHEHHOM B HECKOJb-
Kux anuienrtoiaorndyeckux ueHtpax CIIA, obcienoBaniu
OOJIBIITYIO TPYTIITY B3POCIBIX aMOYJIaTOPHBIX OOJIBHBIX
AMWIETICUEN Ha MPEAMET BBISIBICHUS Y HUX CYOBEKTHUB-
HBIX KOTHUTUBHBIX [1D Tepanuu (Ha OCHOBaHUU MOKJIa-
noB camux namueHToB) [17]. Cpenu 1189 nanueHToB 546
MoJIyJajyu MOHOTepanuio u 643 — nonurepanuio. Ore-
HUBAJIM BO3MOXHOCTDH pa3nuHbIX ADII BeI3bIBaTH HApy-
MIEHWS peYr, aHOMUIO, TPYIHOCTH B TTIOI0OPE CJIOB, CHU-
JKeHWEe KOHILEHTpAllu BHUMaHUs, CHIDKeHWE TTaMSsITH,
3aMeJIEHHOCTh MBINIJIEHUS, 3aMeIIaTeIbCTBO, JI€30PH -
eHTaInoo. bp1o 0TMeUYeHOo, YTO cpenn MHOTUX (haKTo-
POB, KOTOPBIE MOTYT BBI3BaTh KOTHUTUBHBIC HAPYIIICHUS,
umeHHo npueM ADIT ObUT acCOLIMMPOBAH C CaMOU BBICO-
KOI 9aCTOTO TMOSIBICHUST CYObeKTUBHBIX KOTHUTUBHBIX
HapylieHuil. JlaHHbIe HapyIIeHWS SIBUIUCH MPUINHOMN
OTMEHBI TepaIry W 3HAYMMOTO CHIDKEHUS TO3bI TIpe-
mapara y 12,8 % manuenToB. TormmpamaT v 30HUCAMUT
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SIBJISJTUCH OCHOBHBIMU TIpeTiapaTaMu, TIpy TIpueMe KO-
TOPBIX BO3HUKAIM CyObeKTUBHBIE KOTHUTUBHBIE 1D Te-
paruu (21,5 u 14,9 % cnyyaeB 13 4nciia MPUHUMABIINX
9THU TIpeTiapaThl COOTBETCTBEHHO). HanmMmeHbIast yactora
naHHbIX [1D oTMeveHa mpu npuemMe radbaneHTrHa (7,3 %
ciydaeB), Bajbnpoara (8,3 %), namorpumkuHa (8,9 %),
kap6amazenuHa (9,9 %), nesetuparerama (10,4 %) u ok-
ckap6aszenuna (11,6 % cinyuyaeB). CyObeKTUBHbBIE KOTHU -
TuBHbIe [1D oTMeuanucey pexe B MoHoTepanuu ADII,
4yeM IpU MojuTepanuu. B pexxnme MoHOTeparu Herepe-
HOCHMBbIe KOTHUTUBHBIE [1D He BcTpeyanuch mpu ipueMe
Basibripoara. [1pu McKItouYeHUN U3 UCClIe0BaHUS TIep-
BBIX 8 HEJl ¢ MOMEHTA Havasia IipreMa IpernapaToB 4acToTa
KOTHUTHUBHBIX HapyIIEHU YMEHbBIIAIach, HO BCE-TaKM
ocTaBajlach MaKCUMaJIbHOM ISl Tomupamata, (peHuToun-
Ha, 30HMCaMMlIa 1 MUHUMAaJIbHOW — JJIsg rabarneHThHa,
BaJIbIIPOATa M JaMOTPUKIHA.

Takum 06pa3oM, py Ha3HAYEHU U aHTUATTIICTITHIEC-
KOIi Teparmuu ciieayeT o0paiiath 0COOEHHOE BHUMaHUE
Ha TTOTeHIIMAJIbHOE BJIMSHKUE TIpeTiapaToB Ha KOTHUTHUB-
Hble pyHKIMU. ADII ¢ MOTeHIMaTbHO OJIarOMPUSTHBIM
BJIMSTHUEM JOJDKHBI HA3HAYaThCsI B TIEPBYIO OYEePE/ib, OCO-
OCHHO B IETCKOM BO3pacTe (YUUThIBast BOBMOXKHOE BITH-
STHUE Ha pa3BUTHE peOeHKa), IMOAPOCTKAM, TallUeHTaM
C OMUJICTICUEH, COUeTAIONICICST C IPYTUMHU PacCTPOMCTBA-
MU (BKJTIOUAsl TICUXWYECKKE, TTIOBeICHIeCKIE HapYIIICHUS,
paccTpoiicTBa HacTpoeHUs ). OgHaKo B JIIOOOM ciyyae,
HE3aBUCUMO OT BO3pacTa MarMeHTa 1 UCXOTHOTO YPOBHS
€ro KOTHUTHUBHBIX (DYHKIIMI 1 TICMXUYECKUX HApYIICHUT,
ycyryOJieHre HapylIeHW TTo/ BIUSHUEM Teparuy oKa-
JKET CYIIeCTBEHHOE OTPUIIATEIbHOE BIIMSTHUE HAa KAaYeCTBO
JKW3HU TIAIIMeHTa U ero ceMbu. BMecTe ¢ Tem mmpomosnka-
foIIIMecs TIPUCTYIIBI M BBICOKWI MHIEKC 3MUIeTITUDOPM -
HO aKTUBHOCTU Ha DI TakKe yXyaAllIaloT KOTHUTUBHbIE
¢GyHKUIMY NalueHToB. B CBA3M ¢ 9TUM HeJerkas 3agaya
Bpaya 3akjiJaeTcsl B «0ajaHCUPOBAHUU» U MOAOOpE
ADII, ¢ ogHOI CTOPOHBI, CUIBHBIX U BEICOKO3(D(hEKTUB-
HBIX, a C IPYTOil — HEe OKa3bIBAIOIINX WJIN OKa3bIBAIOIIINX
B MUHUMaJIbHOH cTerieHn [1D B OTHOLIEHNMY KOTHUTHUB-
HbIx byHkuuid. J.-A. Witt u Ch. Helmstaedter (2011)
PEKOMEHAYIOT MPOBOAUTH 00s13aTeIbHOE HEMPOMCUXO-
JIOTMYECKOE TECTUPOBAHUE BCeM OOTBLHBIM STUJIETICHET
JI0 Ha3HA4YeHUsI Teparuy M Ha hoHe MpueMa pa3TndHbIX
ADII [88, 89].
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Beedenue. [lamomopgo3 snunencuu — npoyecc mpancgopmayuy KapmuHsl 3a0604e6anus nod eosdeiicmeuem gakmopos cpedvl. Jlanmuiil
npoyecc modxcem Obimb pe3yIbmamom ecmecmeeHHol 360AYUU, 00YCA08AEHHOU, K NPUMEDY, 2eHEMUMeCKUMU MyMAyusImu, Y¥mo npuoaem
emy CmoUKUil Xxapakmep, a makjice pe3yabmamom 6AUsHUA UCKYCCMBEHHO CO30AHHbIX )aKmopos cpedvl, Hanpumep PapmaKomepanuu.
B cmamuve ompasicenst Haubonee munuyuHvle UsMeHeHUs KAUHUMECKOU KapmUuHbl (POKAAbHBIX (PopM dnUAeNncUlU, 803HUKAIOUUe 8 pe3yabmda-
me 6030elicmausi OCHOBHBIX «08ueameneli NamomMop@o3a» U 3ampazusaruue ce nepuodsl meueHus 3a4001e6aHUs: NPUCMYNbL, NOCMAPUC-
MYRHBLI U MENCHPUCMYRHbLIL NEPUOObL.

I]ean uccaedosanus — nogviuienue sppekmuerHocmu mepanuu GoKANbHLIX GOPM SNUAENCUU Y 83POCABIX C YHEMOM 0COOeHHOCMeN Namo-
Mopgo3za 3abore6anus.

Mamepuaast u memoodsi. B uccaedosanuu npunsaiu yuacmue 70 nayuenmos odujeti epynnul ¢ QoKarbHbMu hopmamu Snuiencuu, npeumy-
WeCMBEeHHO ¢ Pe3UCMEeHMHbIM MeYeHUueM, 00pamusuIuecs 3a CReyUatu3upOBaHHol NoOMoublo; cpedu Hux myxcuun — 31 (44 %), scenujumn —
39(56 %), 6 sozpacme om 18 do 78 aem.

Pesyavmameot. Y 76 % nayuenmos obujeil epynnovl 0mmeuanoch nosgeaeHue Hogblx munos npucmynoe 6 anamuese. M3 nux ¢ 85 % cayuaes
Hab00an0ch npucoeduHerue H08020 MUnA K yice umerouumcs, 6 15 % cayuaes npucmynam 00H020 MUna Ha cMeHy NPUXOOUAU NPUCTLY -
not dpyeoeo muna. Y 87 % nayuenmoes 6bi10 6bi5164€HO U3MEHEHUE YACMOMbl NPUCIYN08 8 aHaMHese. « Muepayus npucmynoe» 6o epeme-
Hu cymok Habardaaace 6 19 % cayuaes. Koenumuenvie Hapyuwenus pasHoi cmenenu svipajceHnocmu ommevanucsy y 48 % nayuenmos.
Tpesoocno-denpeccusnoie Hapyuienus Oviau gviseaensl 6 42 % cayuaes. [lepuoodsr pemuccuu ¢ anamuese boaee 12 mec ¢ nocaedyrouum
peyudusom ommeyanucwv y 27 % nayuenmos obujeii epynnol. U3 nux ¢ 88 % cayuaes pemuccus Obiaa pe3yiomamom npuMeHenus aHmu-
Snunenmu1eckux npenapamos, a 53 % peuudugos Obiau cé43ambl ¢ He060CHOBAHHOU Ux ommeHol. DeHomen azepasayuy NPUCMYNO8 Om -
meuancsy 9 % nayuenmos obujeii epynnol. Ha momenm ocmompa 'y 91 % nayuenmos meuenue snusencuu 6610 pe3ucmeHmubiM, U3 HUX
Y 64 % ommeuanrucy majceavie MOPUHHO-2eHEPANU308AHHbIE CYOOPOICHble npucmynsl. Hexomnaiaenmuocms Gviaa evisenena 6 47 %
HabaooeHuil.

Buieoowvt. Tom uau unoii éapuanm namomopgo3a snusencuu 6431emcs pe3yabmamom KOMHAEKCHO20 8AUsHUA (hakmopoé cpedsi. Haubonee
6€COMBIM GHEUWIHUM (HaKMOPOM CAYICUM AHMUINUAENMUMECKAs (apmaKomepanus, KOMopas Hapsody ¢ opyeumu gakmopamu mpebyem
danvHeile2o uyeHus.

Karouegnie caosa: snunencus, nam0M0p¢o3, aHnmusnuisenmuvecKad mepanus, aeepaeauusl, HemepmuHalbHas pemuccus, qbapmalcope3uc—
MeHmMHOCmMb
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FOCAL EPILEPSIES: PATHOMORPHOSIS TYPES

M.G. Amirkhanian, A.S. Kotov, Yu.V. Eliseev, A.V. Shatalin
M_F. Viadimirsky Moscow Regional Research Clinical Institute; 61/2 Shchepkina St., Moscow 129110, Russia

Background. Pathomorphosis of epilepsy is a process of the disease picture transformation due to environmental factors. It can be a result
of natural evolution associated, for example, with genetic mutations, which makes it stable. It can also be caused by some artificial factors,
such as pharmacotherapy. The article describes the most typical changes in the clinical picture of focal epilepsy induced by the main «engines
of pathomorphosis» and affecting all periods of the disease: seizures, post-seizure and intra-seizure periods.

Objective: to increase the efficacy of treatment of focal epilepsy in adults taking into account specific features of the disease pathomorphosis.
Materials and methods. We enrolled 70 patients with focal epilepsy (mostly drug-resistant), who sought special medical assistance. The sam-
ple included 31 males (44 %) and 39 females (56 %) aged between 18 and 78 years.

Results. In 76 % of patients in the general group, new types of seizures appeared. Of these, in 85 % of cases a new types of seizure have been
added to existing ones. In 15 % of cases, seizures of the same type were replaced by another type. In 87 % of patients, a change in the incidence
of relapse in the history was detected. «Migration of the seizures» during the day was observed in 19 % of cases. Cognitive disorders of varying
severity were observed in 48 % of patients. Anxiety-depressive disorders were detected in 42 % of cases. The remission period in history for
12 months with subsequent relapse was observed in 27 % of patients in the general group. Of these, in 88 % of cases, remission was the result
of using antiepileptic drugs, and 53 % of relapses were caused by their unjustified cancellation. Aggravation of seizures was observed in 9 %
of patients in the general group. During the study, 91 % of patients were drug-resistant, of whom 64 % had severe secondarily generalized
seizures. Non-compliance was detected in 47 % of cases.
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Conclusions. The variant of epilepsy pathomorphosis is determined by the complex of environmental factors. Antiepileptic pharmacotherapy
is the most significant factor that requires further study, as well as other factors.

Key words: epilepsy, pathomorphosis, antiepileptic therapy, aggravation, nonterminal remission, drug resistance

Beenenue

Drumerncusi — ogHO U3 HanboJiee YaCcThIX HEBPOJIO-
ruyeckux 3adosieBanuii. [1o pa3HBIM JaHHBIM, PacIIpo-
CTPAaHEHHOCTH €€ B TIOIYJISIIIUY B CPETHEM COCTaBJISICT
oT 5 1o 10 cayvaeB Ha 1 Tbic. HaceneHusd |1, 27]. [TaTo-
Moph03 SNWIETICUN — TIPoIlecC TpaHC(hopMaIuy KapTu-
HBI 3200JI€BaHUS O] BO3AEUCTBMEM (DAKTOPOB CPEbI,
OH MOXET OBITh PE3YJIbTATOM €CTECTBEHHOI 3BOJIIOLUH,
00YCITOBJIEHHOM, K IIPUMEPY, TeHETUIECKUMU MYyTaIUsIMU,
YTO TIPUIAET MY CTOWKMWII XapaKTep, WK Pe3yJIbTaTOM
BJIMSTHUSI UCKYCCTBEHHO CO3JaHHBIX (PaKTOPOB CPEIbl,
Hanpumep dapmakoTtepanuu [19, 25]. Bo 2-M ciyuae
maroMopdo3 SIBJISIETCST MHAYIIMPOBAHHBIM, TEHETUICCKH
He 3aKpeIUIeHHbIM U MeHee CTOMKUM B CPaBHEHUU C eC-
TECTBEHHBIM, UTO HE MCKJIIOYaeT 0OpaTHOTO Pa3BUTUS
MPU3HAKOB 3a00JIeBaHMS TTOCIIE TIpeKpaIeHUsT TeHCTBUS
uHaynupywomux dakropos [14]. ITpoiecc MoxXeT ObITh
MTOJIOKUTEIBHO U OTPUIIATETLHO HampaBieHHbIM. [Toso-
SKUTETBHBIN TaToMopd03 XapaKTepu3yeTcsl TeHACHIINEe
K Pa3BUTHUIO 3aIIIMTHO-KOMIIEHCATOPHBIX MEXaHU3MOB OP-
raHu3Ma IoJl BIUsTHEM (haKTOPOB CPE/IbI, CITOCOOCTBYIO-
IIUX CIVIAKMBAHUIO WJIW PEIYKIINU TPOSIBIIEHUH 3a00J1e-
BaHus. [1pu orpuiiatensHOM matoMopdo3e HabIoaaeTcs
obpaTHas KapTuHa.

B mmpokom cmbiciie TpaHcopMalys B paMKax maTto-
Moph03a SMUIETICUU KacaeTcsl He TOIbKO KITMHUYECKHUX,
HO TakXe HeHpo(hU3NOJIOTUUECKUX U ATTUICMUOIOTYE-
CKMX acTieKTOB [5]. 3HaHUS O BapuaHTax U 3aKOHOMEp-
HOCTSIX TeUeHMsI TTporiecca, posid (haKTOPOB CPeJIbl T03BO-
JISTIOT TIPEIBUIETh BOZMOXKHOE pa3BUTHE 00IIIeit KapTUHBI
3a00JIeBaHUSI U CBOEBPEMEHHO TTPOBECTU TTPOGUIAKTHKY
W KOPPEKIINIO HeXeMaTeJIbHbIX TeHAeHIIni. C yueTom
BBIIIIEU3JIOXKEHHOTO M3YyYEeHNE NAaHHOMN TEeMbI SIBJISICTCST aK-
TyaJIbHOUM HEOOXOIMMOCTBIO JI0 TEX TTOP, TTOKAa CYIIECTBYET
npobiemMa snwiencuu. B HacTosuieir padbote oTpakeHbl
HaunboJiee TUITMYHBIE U3MEHEHUST KITMHUYECKOW KapTUHBI
G oKanbHBIX (POPM SMUICTICUU, BOSHUKAIOLINE B PE3YJIb-
TaTe BO3IEMCTBUSI OCHOBHBIX «IBUTaTEN e TaToMopdo3a»
W 3aTparnBalolye BCe MeprUoabl TeUYEHUS 3a00JIeBaHUS:
TIPUCTYTIBI, TTOCTIIPUCTYITHBIA Y MEXIIPUCTYITHBIN TIepU -
OJIbI.

Ieab uccaenoBanus — nosbileHUE (D GEKTUBHOCTH
Tepanuu (POKaTBHBIX (POPM SITUIIETICUU Y B3POCIIBIX C yde-
TOM 0coOeHHOCTel nmaToMopdo3a 3a001eBaHMSI.

Mamepuanbl U memopbl

B uccnenoBanuu npuHsiay yyactue 70 malueHTOB 00-
1LIe TPYIIIbI, ¢ (DOKaTbHBIMU (hOpMaMU SMTUIETICUM, TIPE-
MYILIECTBEHHO C PE3UCTEHTHBIM TeUeHNEM, 0OpaTUBLINECS

3a crieuraau3upoBaHHoil momouibio B 'BY3 MO «Mo-
CKOBCKUI1 00J1aCTHOW HayYHO-UCCAEAOBATEIbCKUIA KITHU-
HU4IecKuit MHCTUTYT uM. M. ®@. Bnagumupckoro». Cpenu
HUX My>XurH — 31 (44 %), xeHmuH — 39 (56 %), B BO3-
pacte ot 18 mo 78 yet. B pacuerax 3a 100 % ob6uieii rpyri-
bl mpuHATH 70 yenoBek, 3a 100 % myxuuH — 31 yeo-
Bek, 3a 100 % xeHumH — 39 yenoBek. Bospact nedrora
srierncuu ot 1 go 71 ropa. JnurenbHOCThb 3a001eBaHUS
cocTapisiia ot 1 roga no 52 net, B cpeaHem 17,1 rona.
Kartamnes ot | roga go 5 net (B cpeaHeM 2,5 roaa) Obu1
OTCJIeXXEH y Bcex naireHToB. O0cienoBaHne BKIIIOYAIO
KJIMHUYEeCKHe, TabopaTopHble U MHCTPYMEHTAIbHBIE Me-
TOJIBI UCCIIEIOBAHMS: KITMHUKO-HEBPOJIOTMIECKUI OCMOTP,
T10 TTOKa3aHUsIM: JTAOOPAaTOPHBII KOHTPOJIh (DYHKIIUK BHY-
TPEHHUX OPTraHOB, KOHTPOJIb KOHIIEHTPAIIMY aHTHUITIN-
Jentudeckux npemnaparos (ADIT) B muia3mMe KpoBU, dJ1€K-
TposHIedanorpaduio (B[ /Bunco-DD-MOHUTOPUHT),
koMnbloTepHyto Tomorpaduto (KT) u MmarHuTHO-pe3o-
HaHCcHY10 ToMorpaduio (MPT) rosnoBHoro Mosra. Becem
MalreHTaM Ha3Havajlach CTapTOBasT aHTUAMMIIETITUUECKAST
Teparusi WM TTPOBOIMIIACh KOPPEKIINS TEKYIIEH Teparii,
¢ mpuMeHeHueM OcHOBHBIX rpynn ADII. Db dekTuBHOCTD
TeparneBTUIECKUX MEPOTIPUSITUI OlIEHNBaJIaCh Ha OCHO-
BaHUY JHEBHUKA TTPUCTYTIOB, 3aITOJIHSIEMOTO TIAIIMEHTOM
CaMOCTOSITETbHO, U PE3YJIBTaTOB UCCIICTOBAHWIA.

Pe3ynbmambl

IosiBIeHHEe HOBBIX THIIOB MPUCTYNOB U TpaHChopManus
OJTHMX TUIIOB MPUCTYTOB B Apyrue. KpunToreHHbIe M CUMIT-
ToMaTudeckue (hOpMbI SMUJIETICUU YacCTO XapaKTepu3y-
JOTCSl HAJIMYMEM Y TTallMeHTa He OJTHOTO, a HeCKOJIbKUX
TUTIOB TTAPOKCU3MOB OIHOBpeMeHHO. Kak rmpaBuiio, aTo
npocteie napuuanbHbie (ITTIIT), croxHbIe Mapuuanb-
Heie (CIIIT) u BTOprYHO-reHepaIu30BaHHbIE CYTOPOXK-
Hble npuctynsl (BI'CIT). ¥V 22 (31 %) nanueHToB o611
rpymmnbsl otMevaacs 1 tun npuctynos, y 27 (39 %) —
2 tuna, y 21 (30 %) mauueHTa — Bce 3 TUIA MPUCTYIIOB.
Y myxunH 1 Tumn npuctynoB otmevaics B 7 (23 %), 2 tu-
ma — B 13 (42 %), 3 Tuna — B 11 (35 %) cayyasx us 31.
Y XeHmuH 1 TMN mpucTynoB oTMeuascs B 11 (28 %),
2 tuma—B 17 (44 %), 3 Tuna — B 11 (28 %) cinyyasix us 39.
Taxennie BI'CII B anamHe3e oTMeuannch y 62 (89 %)
maueHToB — 26 (84 %) MyxkuuH U 36 (92 %) KCHIIUH.
Y 16 (23 %) nanmenToB — 9 (29 %) myxuun u 7 (18 %)
skeHIH — BI'CIT ObL1 eAIMHCTBEHHBIM TUTIOM MPUCTYIIOB.
TIIIIT n3oaupoBaHHO U B KOMILUIEKCE C IPYTUMU TUITAMU
otMevanuch y 30 (43 %) mauyeHToB — 14 (45 %) My>KuuH
u 16 (41 %) xeHumH. HeT cTporoii ouepeIHOCTH TOSIBITE-
HUST X B KIIMHUYECKON KapTuHe 3aboyieBaHusI. TurmmuHa
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CUTYyallMsl, KOTJa Ha MPOTSKEHUN IJTUTEIBHOTO BpeMEHU
y nauueHTa otMevatorcs I1I1IT B Buae uzonmpoBaHHOI
ayphbl, 3aTparuBaroIIre BereTaTUBHY0 (BOCXOISIIINE I -
JIeNTUYeCKKUe OLIYLIEHUs U Ap.), ICUXudeckyto (deja vu,
Jjamais vu v Ip.) ¥ YyBCTBUTEIbHYIO c(hepbl U HE UIEHTU-
(butpyembie mallMeHTOM Kak anujenTudeckre. B cBsa3u
C 9TUM JUITUTEJTLHOE BPEMsI IIPUCTYITBI OCTAIOTCST HE Thar-
HOCTUPOBAaHHBIMU, ¥ B OTHOIIIEHWU HUX HE TTPOBOISTCS
TeparneBTUIeCKe MEpONpUsITHsI. B 3TUX ycoBusIX najib-
Helillee TeyeHue 3a00JieBaHMsI, KaK TTPaBUIIO, OCIOXK-
HsIETCSl BOBHUKHOBEHHEM HOBBIX, OoJiee Tskenabix CITIT
win BI'CIT 1onogHUTeNbHO K UMEIOIIUMCS U, HEPEIKO,
yBeJIMYEHUEM UX o01Iei yacToThl [3]. Bpemsi, Heooxonu-
Moe JIJISI TOI00HOTO poa TpaHc(opMalunii, BapradbeabHoO.
B Hamem mccienoBaHMM OTMEUEHBI CITydan OT HECKOJTb-
Kkux mecsies 10 20 net. Y 53 (76 %) nauueHToB 0o01eit
TPYMIBl B KIMHUYECKOW KapTUHE OTMEUEHO TIOSIBJIEHUE
HOBBIX TUIIOB IPUCTYIOB. B octanbHbix 27 (24 %) ciydasx
TUII TIPUCTYTIA HE MEHSIJICSI C MOMEHTA JIe010Ta STMJICTICUY
Jm6o nox BozaeiictBueM ADIT KOTUYECTBO TUIIOB MPU-
cTynoB yMeHbIanock. [Ipu atom B 45 (85 %) u3 53 ciy-
YaeB K UMEIOIIMMCS TIPUCTYITaM T00ABJISIICS HOBBIH THITI,
aB9 (15 %) cnyyasx MpUCTYIIaM OJAHOIO TUIA HA CMEHY
TIPUXOIVUIA TIPUCTYIIBI Apyroro Tuma. B rpymire u3 53 ma-
IIMEHTOB, Y KOTOPBIX OTMEYAJICSI TOT MM WHOUW BapuaHT
HOBBIX ITPUCTYTIOB, B 30 (57 %) ciydasix K JIETKUM MPUCTY-
T1aM MPUCOCINHSITUCH TsDKebIe, B 15 (28 %) — K TsoKeTbiM
MPUCTYIaM TTPUCOCINHSITUCH JeTkue, B 3 (6 %) — ner-
KM€ TIPUCTYITBI CMEHUJINCH TSHKEIBIMU, B 5 (9 %) cirydasix
TsDKeJIble TIPUCTYIBI CMEHUJIUCH JIETKUMHU. Mi3MeHeHue
YaCTOTHI MPUCTYIIOB B aHAMHe3e oTMedanoch y 61 (87 %)
MaLyeHTa O0LLEei IPYIIIbI, Y OcTaabHbIX 9 (13 %) nauueH-
TOB TAHHBII TTapaMeTp SIBJISUICS CTAaOMIBHBIM C MOMEHTA
ne6tota 3a0o1eBanus. [Ipu aToM yvallieHre TTPUCTYTIOB
otMeyasoch B 15 (25 %), ypexenue — B 19 (31 %), Bapu-
abenbHOe TeueHue — B 27 (44 %) cnyvasx u3 61. OCHOB-
HBIMU (DaKTOpaMU, CITIOCOOCTBYIOIIIMMU OTPULIATETHBHOMY
rmatoMopdo3y, ONMCcaHHOMY BBIIIIE, SIBJISTIOTCST HETOCTa-
TOYHasT MH(OPMUPOBAHHOCTh M CTEPEOTUIIBI TTAI[MEHTa
OTHOCHUTEJIBHO TTPOSIBJICHUH SIMWJIETITUIECKOTO TIPUCTYTIA,
nedexT epBUYHOM MpodecCOHaNIBHON TUAarHOCTUKH,
OTCYTCTBME aHTUAMMJICNITUIECKON Teparuu, Haau4due
IPOBOKATOPOB TIPUCTYIIOB, MHUIIMAIIBHOE TIOBPEXICHUE
TOJIOBHOTO MO3Ta, €CTECTBEHHAsT IBOJTIOLIUS CTPYKTYPHBIX
W3MEHEeHU ToJIOBHOTO Mo3ra. [TosHonieHHast UHhOpMU-
POBaHHOCTH MAIIMEHTOB O CBOEM COCTOSIHUU, METOIaxX
Teparnmu, npasuiiax mpruema ADII BeisiBiieHa y 20 (28 %)
maneHToB — 8 (26 %) myxuuH 1 12 (31 %) XKeHIInH.
HedekT mepBUYHON TMarHOCTUKKU M OTCYTCTBUE aHTH-
SMWIETITUYECKOU Tepanuu B nebtote otMevanuch B 30
(43 %) cnydasix, a HAIMYKE TeX WM WHBIX TIPOBOIIMPYIO-
mux GakTopoB — B 53 (76 %) ciydasx u3 OOILEro yucia
HaOJIONEHUTA.

Hepenku ciyyam nedioTa 3MUIEHCUU C TSKETbIX
BI'CII ¢ nocnenyomuM NpucoefMHEHUEM K HUM MeHee
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Tsikenbix CIIIT wium nerkux I nmpu omHOBpeMeHHOM
CHIXeHUM yacToThl Tskeabix BI'CIT nnu naxe ux mos-
HOM MCUYE3HOBEHUU. BeposaTHO, 3TO MPOUCXOTUT MOTO-
My, uyTo 4acth (wiu Bce) BI'CII orpanuumBaioTcst pa3Bu-
THEM M30JIMPOBAHHOI ayphl 0€3 HapyIllIeHUs CO3HAHUS
wi CIIIT 6e3 BropruuHOii reHepanu3zanuu. Kak npaBu-
J10, BTO SIBJISIETCS PE3yJIbTaTOM BO3JICHCTBUS aneKBaTHOW
AHTUAIMUJIETITUYECKON Teparuu, a Mpolecc B 3TOM CIydae
CUYUTAETCS MOJIOXUTEJIbHO HarpasieHHbIM. [leotoT ¢ BI'CIT
ot™evancs y 36 (51 %) nauvieHToB — 21 (68 %) MYXKIUHBI
u 15 (39 %) xenmuH. [1pu atom TpaHchopmarmss BI'CIT
B CIIIT wunm ITTIIT otmeyanack B 5 (14 %) ciydasx u3 36
U Bceraa obina pesyasratom npuMeHeHust ADII. TTonHoe
WCUE3HOBEHME BCEX TUTIOB IMPUCTYIIOB U BBIXOJ B PEMUC-
CUIO SIBJISIETCS] HAWIYYIIUM BapraHTOM TatoMopdo3a
3abosneBaHusi. Ha MoMeHT ocMoTpa pemuccust 6oiee
12 mec HabGoganack auib y 6 (9 %) malmeHToB 001t
TPYTIITHI.

«Murpanusi npuCTYNoB» BO BpeMeHH cyToK. Hecmotpst
Ha TO 4TO Pa3BUTHUE SMUJIETITUUECKOTO ITPUCTYIA BO3MOX-
HO B JII0O00E BpEeMs CYTOK, BCE XK€ B OOJBIIMHCTBE CyyacB
OHMU TIPOSIBJISIIOTCST B COCTOSTHUM OopcTBOBaHMS. OqHa-
KO y HEKOTOPBIX MMAIlMeHTOB HE MCKITI0YEHA CUTYyalUs,
KOTJa THEeBHBIE TTPUCTYITHI TPAHC(HOPMUPYIOTCS B HOY-
HBIC WJIW TOTIOTHSIOTCS UMU. AHAJIOTUIHO 3TOMY HOY-
HbIe TIPUCTYTIBI, OTMEUYABIIIMECS B 1e0l0Te 3a00IeBaHus,
MOTYT CO BPEMEHEM JIOTTOJTHUTHLCST THEBHBIMM WJIA 3aMe-
CTUTBCS UMH. «MUTpaIus IpUCTYIIOB» BO BpDEMEHU CYyTOK
ot™eyvanach y 13 (19 %) mauuentoB — 5 (16 %) MykuuH
un 8 (21 %) xenimuH. [Tpr 3TOM HOUYHBIE TIPUCTYIIBI CTAIN
nHeBHBIMU B 2 (15,5 %) cityyasix, K HOUHBIM T0OABUIINCH
nHeBHbIE — B 7 (53,5 %), a K JHEBHBIM JOOABUINCH HOY-
Hble — B 4 (31 %) cnydasx u3 13. Y octanbHbix 57 (81 %)
MalMeHTOB OOIIEeil TPYINIbl «<MUTPAIUS ITPUCTYTIOB»
BO BPEMEHU CYTOK He HabJtonanach Uin Obla HeCyllle-
cTBeHHa. JIe0I0T 3MUIeTICUY C HOYHBIX ITPUCTYITOB OTME-
yajica y 18 (26 %) nauyeHTOB 00LIEH IPYIIILI, TP 3TOM
C YUETOM BHIIIEU3IIOXEHHOTO ¥ 9 (50 %) U3 HUX HOYHBIC
MPUCTYIBI JOTOTHSINCH THEBHBIMU WJIM 3aMelalnuch
nmu. [IporHo3upoBaHNE BEPOSITHOCTH TAKOTO Pa3BU-
TSI COOBITUI — 3amavya TPYJAHOBBITIOJIHUMAST, HO aKTy-
aJibHasl, TTOCKOJIBKY TIPU TTOSIBJICHUH JIe3a 1Al TUPYIOIINX
JHEBHBIX MPUCTYIIOB MPOUCXOIUT PE3KOE CHUKEHUE
KavyecTBa XXM3HU, COIMAJIbHON afarTalnu, a mpyu Haju-
yuu TseKeabix BI'CIT moBbllIaeTcst puck TpaBMaTU3aluy
manneHTa [13]. @akTopaMu, CITOCOOCTBYIOIINMHU TaKOi
9BOJIOIINN KIIMHUYECKON KapTUHBI, MOTYT CIIy>KUTh ar-
rpaBaiysi, OTMEHa WM HepallmoHa bHast KOPPEKIIUST aH-
TUSTUJICTITUYIECKON TepaInu, TPOBOKATOPHI TIPUCTYIIOB.
[To HamM HaOTIOIEHUSIM, arTpaBalysl cTajxa MPUINHON
BO3HUKHOBEHHUS JTHEBHBIX TPUCTYTOB B 2 (22,3 %), oT-
MeHa ADIT — B 4 (44,4 %), a IpoBOKAIIMS TIPUCTYTIOB —
B 3 (33,3 %) cnydasix u3 9. [letanibHOE M3ydeHUE aHAMHE3a
STUX TTAIIMEHTOB BBISIBUJIO OCOOEHHOCTH, KOTOPBIE MOTYT
CcMoco0CTBOBAaTh TAKOMY BapuaHTy naTomopdo3a, cpeau
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HUX CEpUITHOE TeUeHNE HOUYHBIX TIPUCTYIIOB, PE3UCTEHTHOE
TEUeHUE IMUJICTICUU C OTCYTCTBUEM JIake MUHUMAJIbHBIX
«TI€PUOIOB TULLIMHBI», HATIMUKE 2 1 00Jiee TUTIOB MPUCTYIIOB,
BHMCOYHAsT WU JIOOHAST JIOKAIM3AIIUs odara, BepruhrIIpo-
BaHHasg Ha DOT. [TonyyeHHbIe pe3yabTaThl TPEOYIOT Aajb-
HEHIIIero u3y4eHus U TIOATBEPKICHMST Ha OOJTbIIICH BEIOOPKE
manuveHToB. Bee 9 malmMeHToB TaHHOM TPyIITbl OTMETUIIN
BBIPa)KEHHOE CHIDKEHUME KauyecTBa XKU3HU U COIMATbHOMN
ajartaly, 4YTo Ha MOMEHT OCMOTpa ObUIO BepUDULIMPO-
BaHoO npu TectupoBaHuu no Metony QOLIE-31 (tabu. 1).
DopMHpOBaHHE CTONKUX KOTHUTHBHBIX M ICHXHYECKUX
pacctpoiictB. KOTHUTUBHBIE M TICMXUYECKWE HAPYIICHUS
OTHOCSITCSI K TEM HEBPOJIOTUYECKUM TUCHYHKIIMSAM, KO-
TOPBIE MOTYT OTMEUaThCsl HE TOJIBKO BO BPEeMsI TIPUCTY-
1Ma U B TTIOCTIIPUCTYITHOM TIEpUOJie, HO U TIePMaHEHTHO,
MPOSIBJISISICH B TEUEHUE BCETO MEXITPUCTYITHOTO WHTEP-
Basa. [To JaHHBIM OTEYEeCTBEHHOM U 3apy0ekHOM JIUTe-
patypbl, OOJBIIMHCTBO TAIIMEHTOB C aKTUBHBIM Teue-
HUeM (oKaTbHON SMUJIETICUM CTPAJAIOT BHIPAKEHHBIMU
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KOTHUTUBHBIMU M TPEBOXHO-JEIPECCUBHBIMU HapYy-
mweHugamu [10, 13, 25]. KorHUTUBHbIE HAPYILIEHUS OT-
Medanuch B 33 (47 %) caydasx —y 15 (48 %) myx4uuH
u 18 (46 %) xeHuuH. TpeBOXHO-ACTIPECCUBHBIC HAPY-
HIeHNs OTMeYanuch B 29 (42 %) caydasx —y 13 (42 %)
MyxXuuH 1 16 (41 %) xxenimH. Kpome TOro, CpaBHUTEIb-
HbIIf aHATU3 Pe3yJIBTATOB HAIIETO UCCIIeI0BAHUS MTOKa3a,
YTO DMUWJIETICUSI B KOHTEKCTE KOMOPOUTHBIX ICUXUUECKUX
paccTpoiicTB 0oJbliIe «00J€3Hb TPEBOTU», YeM «00JIe3Hb
neripeccun». Bo Bcex 29 ciydasix ICMXWYECKUX Hapylie-
HUII 0OTMeYalnch KIMHUYECKN BBIPaXXeHHBIC TPEBOX-
Hble HapylIeHUs, HO UMb B 22 (76 %) W3 HUX, HapsIIy
C TPEBOXXKHBIMM, OTMEUATMCh KIMHUYECKU BBIPaXKEHHBIC
JleTpecCuBHbBIC HapyieHus:. DopMUPOBAHUIO KOTHUTHUB-
HBIX U ICUXUYECKUX PACCTPOMCTB CITIOCOOCTBYIOT BHICOKAS
YacToTa MPUCTYNOB, JOOHAS WM BUCOYHAS JTOKATU3ALIUS
SMUJIENITOTEHHOTO ovyara, Haluuue B KIMHUYECKOU Kap-
tuHe CIIIT u BI'CII, oTHOCSIIMXCS K TSKEIbIM TUITaM
MapoKCU3MOB, SNuIenTU(hOPMHass aKTUBHOCTb Ha DT,

Taomaua 1. Pezyasmamer mecmuposarus 9 nayuenmos, uMerouux npucoedunusuiuecs dezadanmupyroujue OHeeHble NPUCMynsl (mecmu-

posanue no memody QOLIE-31)

Table 1. The results of testing in 9 patients with disadaptive day seizures (using the QOLIE-31 questionnaire)

Patient, No

1. Ctpax mpuctyma ) 43 53
1. Fear of having a seizure

2. O6111ee Ka4eCcTBO XXU3HU

2. Overall quality of life 31 54 31
3. DMOIIMOHAIBHOE 3I0OPOBLE

3. Emotional health 40 15 21
4. DHEPrUYHOCTH/yTOMIISIEMOCTh

4. Vigor/fatigability 40 45 29
5. KOFI-.II'/ITI/IBHLI'C (GyHKIIUN 40 37 34
5. Cognitive functions

6. [ToGouHbIe 3hheKThI

6. Side effects 50 43 35
7. CoumanbHble GYHKIIUN 34 27 41
7. Social functions

OBIIIAA OLIEHKA C3KXK

OVERALL HRQOL 34 30 29

T-score (minimum 11, maximum 73)

36 51 39 27 38 29
32 56 35 42 34 27
46 40 30 38 36 36
47 51 45 43 43 36
34 43 27 42 32 41
53 32 53 32 4 35
39 44 34 26 29 26
35 44 28 30 29 27

Ilpumenanue. QOLIE-31 (Quality Of Life In Epilepsy-31) — memoo oyenku Kauecmea JcusHu, C8A3aHH020 €O 300pP08beM, Y NalUeH-
moeé c anunencueii. Cooepyucum 7 wikan (31 6onpoc); 0onoanumensHo no cneyuarbHoll (hopmyae paccuumoléaemces o0uias oyeHKa
C3KK — cesazannoeo co 30o0posvem kauecmaa ycusnu. Pesysvmam ompaxcaemces ¢ T-06arnax (munumym 11, maxcumym 73; uem gviuue

bann, mem 8vlule KA4ecmao JHCU3HU).

Note. QOLIE-31 (Quality Of Life In Epilepsy-31) is a questionnaire designed for estimating health-related quality of life (HRQOL) in patients with
epilepsy. It has 7 scales (31 questions); in addition, overall HRQOL is calculated using a special formula. The results are presented as a T-score
(with a minimum score of 11 and maximum of 73; a higher score reflects a higher quality of life).
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CTPYKTypHbIe nu3mMeHeHus Ha MPT, B ocobeHHOCTH MOCT-
TpaBMaTudyeckoro xapakrepa, ADI1 ¢ BEIpakeHHBIM T10-
JNaBJSIOIIUM JefiCTBMEM Ha KOTHUTUBHYIO cepy [10].
KorHUTHBHBIE U TICUXWYECKUE HAPYIIEHUSI TECHO TIepe-
TJIETAIOTCS C OTHUM M3 «KPaeyroJIbHBIX KAMHEM» ycrexa
Teparnuu — KOMIUIAeHTHOCThI0. OTMEUEHO, YTO JaHHbIE
HapylIeHUsI MOTYT CYIIIECTBEHHO CHMXXATh TTPUBEPKEH -
HOCTH TIAIIMEHTOB K BBITTOJTHEHUIO peKOMEeHIaIlnii Bpa-
Yya, 4YTO COOTBETCTBYIOIIMM 00pa3oM OTpaxkaeTcs Ha Ka-
YecTBEe KOHTPOJISI HaJ MPUCTYIIaMU M MOXET MPUBECTH
K e111e 0oJibliieit JecTabuin3aluu B KOTHUTUBHOM U TICHU-
xuyeckom cepax [8]. HekoMIUTaeHTHOCTh OTMeYaiach
B 33 (47 %) caydasx —y 17 (55 %) myxuud u 15 (38 %)
xKeHIH. CBoeBpeMeHHasl TUarHOCTUKa, aaeKBaTHas
CTapTOBasi Teparusi ¢ ObICTPHIM YCTAHOBJIEHUEM KOHTPOJIS
HaJl IPUCTYNIaMU, YCTPaHEeHHE CTIeIIM(UIeCKIX TTOOOUHBIX
adhdekToB ADII ABISIIOTCS OCHOBHBIMU MTPOGhWIaKTUYE-
CKUMU MEPOTIPUSTUSIMU, TIPSTOTBPAIIAIOIIMMU Pa3BUTHE
KOTHUTHBHBIX U TICUXWUYECKUX PACCTPOUCTB Y MAIIMEHTOB
¢ armwtericueit. [loBTOpHbIC BUBUTHI K Bpauy, pallioHab-
HOe YMEeHbIlIeHe KpaTHOCTU nmpuema ADII, mosHoueH-
Hast THOPMUPOBAHHOCTH IMAITUEHTOB M POJICTBEHHUKOB
0 3200JIeBAaHUY TO3BOJISIIOT TTOBBICUTH KOMIUIAEHTHOCTh
U Ka4eCTBO TepaIluu.

PenymuB npuctynoB. JlocTKeHE peMUCCUN SIBIISIET-
Cs HECOMHEHHBIM YCIIEXOM U TJIaBHOU 1I€JIbI0 aHTURIIH-
JIenTUYecKkoi Tepanuu. Ha MOMEHT epBUYHOTO OCMOTpa
itk 6 (9 %) MauyreHTOB U3 OOIIEH TPYMIThl HAXOAUIUCH
B peMuccUM 0oJsiee roja, BO BCEX CIydasix 3TO ObLIO pe-
3ynbraToM ipuMeHeHust ADI1. OnHaKo nmepuoabl peMuc-
CUM C TTOCJIEAYIOIIMM PELIUANBOM B aHAMHEe3¢ TallIeHTOB
BCTPEUAIOTCS Yallle U CBSI3aHbl C BpeMEHHBIM TpeKpariie-
HHMEM MPYCTYIIOB — TaK Ha3bIBAEMOI HETEPMUHAILHOM pe-
muccueii [12]. OCHOBHBIMU NMPpUYMHAMU BOZHUKHOBEHUS
pelLuanBa Mocjie OTHOCUTEIbHO JIUTEIbHOU pEMUCCUU
saBisiioTcs orMeHa ADII uiau HepallMoHalbHasl KOPPeEK-
ust hapMaKoTeparnuu, TPOBOKAIMS TTPUCTYITOB, pa3BU-
THE TOJePaHTHOCTH K npenapary. Pemuccus 6onee 12 mec
B aHaAMHe3€ C IMOCJEAYIOIIUM PeLUANBOM OTMEUalach
B 19 (27 %) cayuaax —y 10 (32 %) myxuun u 9 (23 %)
xeH1MH. B 17 (88 %) u3 19 ciayyaes pemuccust ObL1a CBsI-
3aHa ¢ nmpuMeHeHueM ADII, B 2 (12 %) ciyJasix BO3HH-
ki1a cioHtanHo. B 10 (53 %) u3 19 ciryyaeB peuuaus ObuUT
cBsa3aH ¢ otMeHou ADII, B 2 (10,5 %) — co cHIXKeHUEM
no3bl ADII, B 2 (10,5 %) — ¢ 3ameHnoit Ha ADII npyroii
rpynmsl, B 1 (5 %) — ¢ 3aMeHo#l opurnHaiabHOro ADII
Ha JKeHepuK, B4 (21 %) ciydasx — ¢ IPOBOIUPYIOIIIMU
(daxkropamu, n3 Kotopbix 2 (50 %) ciydast GbLIU CBsI3a-
HBI ¢ ITpreMoM ayikoroJist. Takum o6pasom, B 15 (79 %)
u3 19 ciydaeB cpblB peMUCCUU TEM WJIU UHBIM 00pa3oM
OBLT CBSI3aH C MaHUMYJISLIUSIMU TIPU UCITOJb30BAaHUU
ADII. BeposATHOCTb pellMaNBa B CBSI3U C TIPeKpallleHueM
npuema ADII rocse 5 ieT MeIMKaMEHTO3HOI PEMUCCHH,
10 JaHHBIM psifia aBTOPOB, JOCTUraeT 66 %, B cpeaHeM
34 % [12, 30]. Cpeay UCIBITYEMBIX JIUIIb Yy 2 MALIMEHTOB
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OTMeueHa NonbITka oTMeHbl ADIT nmocye S-yeTHel peMuc-
CUU, U B OOOUX CTyJasiX Teparuio MPUILIOCh BOCCTAHOBUTh
MO MPUYMHE BO30OHOBICHUS TPUCTYIOB. JIJIs1 MPUHSATUS
peuieHus o 1esnecooopazHocTh oTMeHbl ADIT win Koppek-
LIUY Tepanuy NalMeHTaM C [UTUTeJIbHOI peMuccueil Heoo-
XOJVMMO YUYUTHIBATh Psifi PAaKTOPOB, KOTOPBIE MTOBHIIIAIOT
PUCK peliarBa B OyAayIieM: MapluuaabHbIA XapaKTep Mpu-
CTYMOB, HAJIMYUE MMPOBOKATOPOB MPUCTYMOB, SMUIEIITU-
dopmHbIe U3MeHeHus Ha DI, CTpyKTypHbIe U3MEHEHUS
rojiopHoro mo3ra Ha MPT, ouaroBble HEBPOJOTMYECKHUE
cumnTomsl [31]. Bo3oOHOBIEHUE TPUCTYTIOB MOXKET OBITH
00YCJIOBJICHO pa3BUTHEM ToJlepaHTHOCTH K ADIT. dapma-
KOKWHETUYECKHE MEXaHU3MbI pa3BUTHS 3TOr0 (heHOMEeHa
00YCIOBJIEHBI U3BMEHEHUSIMU B pacpeeieHuU U MeTabo-
JIU3Me MpernapaTta, (papMakoaMHAMAYeCcKUe — amanrtainuei
KJIETOK-MUIIIEHE! B pe3ybTaTe U3MEHEHUST MOJIEKYJISIp-
HOU CTPYKTYPbl HATPUEBBIX KAHAJIOB IO/ BO3IEICTBUEM
ADII nim coOCTBEHHO SMUJIENTOTeHe3a, PU 3TOM yTpa-
yuBaeTcsl TopMo3Hoe BiausiHue ADIT Ha aTu KaHaibl [24,
28]. Psa aBTOpOB NMPUBOASIT JaHHbIE O MEPEKPECTHOM
TOJIEpaHTHOCTU TNpu npuMeHeHUU ADII co cxoxumu
MeXaHW3MaMU IeWCTBUS, OMHAKO 3TO HE BCerna sBJsieT-
cs IPaBUJIOM, KaK, HallpuMep, B ciayvyae ¢ (eHUTOUMHOM
U KapbaMa3enmuHOM; B TO e BpeMsI ucrosb3oBaHue ADII
C pa3HbIMU MEXaHU3MaMM NEUCTBUS HE BCETaa UCKITIO-
YyaeT pa3BUTHE ITOro peHOMeHa, Kak 3TO HabJtomaeTcs
B cllyyae C JieBeTupaleTaMoM U KapbamazenuHoM [29].
C pa3BUTHEM TOJIEPAHTHOCTHU K MpernaparaM, BO3MOXHO,
CBsI3aH U (DEHOMEH «MeJ0BOro Mecsla», HabtonaeMblil
npu dhapMakope3ucTeHTHbIX hopmax smwiencuu. CyTb
9TOro (peHOMEHa 3aKJII0YaeTCs B TOM, UTO B OTBET Ha HO-
BBIIi IIperapat, BBEICHHBII B CXeMY JIeUeHUsI, OTMEYaeTCs
KPaTKOBPEMEHHBI TTOJOXUTENbHBIA 2 (hEKT, KaK mpa-
BWIO, IJISIIIMICS OKOJIO 1—3 Mec, TTociie yero mokasaresiu
YaCTOTHI U TSKECTU MPUCTYTIOB BO3BPAILIAIOTCS Ha MPeXkK-
HUe ypoBHU. DEeHOMEH «METOBOTO MecsIla» B aHAMHE3e
Habmopanca y 6 (9 %) nmauueHToB OOLIEi IPYIIIILL.
DeHoMeH arrpaBayy MIIETICHA. ATTPaBaIINs ATTUJIETI-
CUU — TapagoKcaabHbIN 3(PdeKT, CyTh KOTOPOro 3aKIII0-
YaeTcsl B BO3MOXHOCTH YTSIKEJEHUS TeUSHUSI STTUIICTICU U,
MOTEePU KOHTPOJISI HAll MPUCTYNIaMU BILTOTh 10 Pa3BUTHUS
SMWIETITUYECKOTO CTaTyca U IMOSIBJICHUS HOBBIX TUIIOB
MPUCTYIIOB B pe3yibrate mpuMeHeHust ADIT [16]. Cxo-
JKECTh KJIMHUYECKUX CUMIITOMOB MPU arrpaBallliu ¢ BO3-
MOXHBIM €CTECTBEHHBIM MaToMOpd0o30M 3ab0JeBaHUS
MOKET MPUBECTU K OIIUOOYHON O1leHKE 3(D(HEKTUBHOCTH
Tepanuu. CBOeBpeMEHHOE pacrno3HaBaHUE JAaHHOTO (e-
HOMEHa MO3BOJIUT HE JOMYCTUTh HapalyBaHus 10361 ADIT
¢ arrpaBUpyOUM 3(DGHEKTOM UM OTMEHBI TOTEHIIMATEHO
addexTuBHOrO NMpenapata. THCTpyMeHTaMu 1S peIieHUS
9TOM 3aJ]a4M SIBJISIIOTCSI CBOEBPEMEHHAsl AMAarHOCTUKA Ma-
panokcanbHbIX 3 dekToB ADI, npodunakTrka B rpyrmre
pUCKa U pallMOHAaIbHAs KOPPEKIUS Tepanuu. Metogamu
JUATHOCTUKU U MOHUTOPUHTA HeXeJaTeJIbHbIX IT000Y-
Heix peakiuii (HITP), K KOTOpbIM OTHOCAT arrpaBaluio,
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SIBJISTIOTCSI IOCTOSTHHBIN KOHTPOJIb JIEKAPDCTBEHHOI'O aHAM-
Hesa, yctaHoBjeHue cBsi3u Mexxay HITP u mpuemom ADII,
JJabopaToOpHOE UCCIeNOBAHUE C ONIPeNeIeHUEM KOHIICHT-
pauuu ADII B mia3zme KpoBU, MHCTPYMEHTAIbHOE HUCCIIe-
noBaHue — DD -KOHTPOJIb, KIMHUKO-HEBPOJIOTUYECKUI
OCMOTp B AMHAMUKe. JIJIsI OLIEHKU TOCTOBEPHOCTH CBSI3U
mexay npuemom ADIT u BozHukHOBeHUEeM HITP MoxHO
KCIIOJIb30BaTh 1iKaiay Naranjo [16].

K rpynmam pucka oTHOCSATCS MAllMEHTHI C Mapiin-
aJbHBIMU (popMaMU MWIECTICUU (4acTO — JTOOHOM JoKa-
JIU3alMN) TIPU HaTUYuu (heHOMEeHa BTOPUYHON OuaTe-
panbHO# cuHxpoHusauuu (BbC), BepuduiimpoBaHHOTrO
¢ nomolubio OB, unu, HampuMep, NalUeHThI ¢ Hepac-
MO3HAHHBIMU UIMOTATUYECKUMU (opMaMU STUIICTICUN
MPpY HAJTMIUY MUOKJIIOHMYEKUX TIPUCTYITOB M aOCaHCOB,
KoTopbiM B KauecTBe ADIT Ha3HaueH kapbamazernuH [9].
TToteHmanbHO arrpaBUpyoInM 3¢hdHeKToM MoXeT ooJia-
JaTh JII0OO Mpernapar, HO Yallle BCEero B MpakTUKE Bpaya,
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MoMMUMO KapbamasernuHa, 3ToT (hpeHOMEeH MOXKHO HaOJII0-
JIaTh MIpU IPUMeHEeHUM (peHUTOMHA, rabarleHTHa, BUTa-
0aTpuHa, JaMOTPpUIKMHA, (heHOOapOuTaia, TonMpamara.
[To maHHBIM OTEUYECTBEHHOW M MUPOBOM JTUTepaTyphl, Ya-
CTOTa BCTpeyaeMocTH (heHOMEeHa arrpaBaliii BapbUpyeT
oT 2—3 % nipu MpUMeHEeHUN GEH30AMA3ETTMHOB U Bajlb-
rpoaToB 1o 10 % — npu npuMeHeHuu Tonupamara [9, 16].
ATTpaBanys IIPUCTYIIOB B aHAMHE3€e oTMedanach y 6 (9 %)
maiueHToB — 2 (6,5 %) myxuuH u 4 (10,5 %) XeHIIUH.
IIprunHOIi arrpaBaLivi ObLI IaMOTPUIKUH — B 2 (33 %),
kapbamasernnH — B 2 (33 %), Tonupamar — B 1 (17 %)
u 3oHucamMua — B 1 (17 %) ciydyae u3 6. JJonmoJTHUTEb-
HBIMU (haKTOpPaMU PUCKa arrpaBalivy sIBIISTIOTCS XKEHCKUIA
1OJI, HAJTMIMEe HECKOJIBKUX TUTIOB IMPUCTYIIOB, TTOJTUTE-
parusi, ObBICTpOE BBeJeHUE TIperapara B CXeMy JICUeHUs.
[NpumeHeHue pexxrma MoJIMTepaniy 1 Hanuure 2 1 6osee
TUITOB MIPUCTYIIOB B aHAMHE3¢ OTMEUAITUCH Y BCeX 6 Mal-
eHTOB; y 2 (33 %) 13 HUX JOMOJHUTEIHHO ObUI BBISIBIEH

Ta6auna 2. llkanra Naranjo (wkana oyenku 00cmosepHocmu cesa3u mMexucoy npUemMom aHMUINUACNMUHECK020 NPenapama u Hexlceaa-

MeAbHbIMU NOOOUHBIMU pealcuuﬂmu)

Table 2. Naranjo scale (a scale for assessing the likelihood of a causal relationship between antiepileptic drug intake and adverse drug

reactions)

Criterion

Onucanue HITP B tutepatype
Previously reported cases of ADR

Paszsurue HITP rocne HazHauyeHust nipenapara
Appearance of ADR after administration of the drug

ITocne ormeHbl ipemnapara ucuesHoseHue HITP
Disappearance of ADR after cessation of the drug

BosuukHoBeHue HITP rmpu moBTOpHOM IMpUMEHEHUH TpernapaTa

Re-appearance of ADR after readministration of the drug

Hanuuue apyrux npuuuH, oobsicHsiromux HITP
Presence of other causes explaining ADR

PaszButne pe€aKkuuu 11pyu Ha3Ha4YCHUN rmaue6o
Appearance of the reaction after administration of a placebo

IToBeIIIeHHAS KOHICHTpalus Impernapara B KpoBU
Increased blood concentration of the drug

Jlo3o3aBucumbeiit xapaktep HITP
Dose-dependent ADR

Panee nepenecennnie HITP nipy Ha3zHaueHWU TIpernapaToB 3TOM

TPYIITBL
Similar ADR observed after administration of the drugs from the same

group

Hanuuue naMeHeHui 1abopaTOPHBIX ITOKa3aTeiein
Changes in laboratory parameters

Yes No Not known
+1 0 0
2 -1 0
1l 0 0
2 -1 0
—1 +2 0
—1 +1 0
1l 0 0
1l 0 0
+1 0 0
+1 0 0

Ilpumenanue. HIIP — nexcenamenvHovie nodounvle peakyuu. Humepnpemayus pesysvmamos: 29 6a1108 — docmosepHas C8:13b
pazeumus HIIP ¢ npuemom anmusnusenmuueckoeo npenapama, 5—8 641106 — eeposmuas cés3v, 1—4 6arra — 603MoNcHAs c653b,

<1 6arna — manroeeposmuas cés3o.

Note. ADR — adverse drug reactions. Results interpretation: >9 points — definite causal relationship between antiepileptic drug intake and ADR,
5—8 points — probable causal relationship, 1—4 points — possible causal relationship, <1 — doubtful causal relationship.
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denomen BBC npu O3I-uccnenoBaHuu. ArrpaBaius
MO0 TUMY IapagoKcalbHOW MHTOKCUKAIIMU SIBJISIETCS
pe3yJabTaTOM Hecnenuduueckoil peakiiuu opraHu3Ma
Ha ADII 1 MOXeT ObITh CKOPPEKTUPOBAHA CHUXKEHUEM
03Bl WJIM OTMEHO JuinHero npenapara [20]. MHoraa,
KakK B cJIyyae C 30HMCAMUIOM, arrpaBupyromuit adexr
MOXET BO3HUKHYTbH TP JaJIbHENUIIIeM TTOBBIIIEHUN J10-
3BbI, YK€ TTOCJIe YCTAaHOBJIEHMSI KOHTPOJIST HaJl TIPUCTYTIaMU,
B TIEpUOJT TUTPALIMU. B 3THX CiTydasix peKOMEeHIyeTCsI CHU -
3UTh 103y 10 3¢ GEeKTUBHOM, HO HE ObJIafalolleii arrpa-
BUpYIOIIUM TMoTeHIManoM. [TonobHoe HabIoneHKE B Ha-
eM UCCJIeOBAaHUY OBLIO OTMEUEeHO | pa3 v TPOsSIBUIIOCH
yJalieHueM IIPUCTYITOB Ha mo3e 3oHucamuaa 400 Mr/cyr,
pu ToM 4To Ha mo3e 300 Mr/cyT paHee OTMEUaJics BbI-
paXkeHHBIN TTOJIOXKUTEbHBIN 3(hdeKT B BUIE CHIKEHUS
qacTOTH NpucTynoB Ha 50 % u 6onee. bruto TIpuHS-
TO pellleHre CHU3UTH M03y 30Hucamuaa 1o 300 mr/cyr,
YTO TIPUBEJIO K CTAOMIIM3AIIUM COCTOSTHUSI.

CenekTUBHas arrpaBaiys o0ycjaoBeHa crienudu-
yeckuMu papmakoauHamMuueckuMm acpdpexkrtamu ADIT,
TIPUBOISIIIIUMHU K YTSDKETICHUIO TEUSHUsT OTIPeIeICHHBIX
(bopm™ snmtericuu Ipu OTHOBPEMEHHOM TIOJIOKUTETBHOM
addexTe B ciaydae Apyrux popm. OIHO U3 TIEPBBIX OIMU-
CaHUWi B JINTEpAType TAKOTO TUTIA arrpaBalliyl CBSI3aHO
C pa3BUTHEM CTaTyca TOHUYECKUX MPUCTYTIOB, CIIPOBO-
IIMPOBAaHHOTO BBEJICHUEM OCH30Ma3eTMHOB y TIAllMeH -
ToB ¢ cuHapoMmoM JlenHokca—TIacto [32]. Knaccuueckuit
MpUMep CEJEeKTUBHOU arrpaBallii MOXHO HaOJI01aTh
TpY TPUMEHEHNM KapbaMa3erHa: C BEICOKOI CTETEHbIO
BEPOSITHOCTH TIperiapaT arTpaBUpyeT aOCaHChI TTPU UIIAO-
MaTUYECKUX TeHePaTM30BaHHBIX SITMIICTICHUSIX, HO B TO K&
BpeMsT BICOKO2(h(DEKTUBEH TTPU TTapIMATbHBIX TIPUCTYTIAX
B paMKax (poKaJbHbIX amtencuii [18].

®opmupoBaHue hapMakKope3uCTEHTHOCTH, WJIH (heHO-
MeHa «YCKOJIb3aHUS U3-M0J KOHTPoJsi». DopMupoBaHme
(bapMakope3nCTEHTHOTO TEYEHUsI IMUICTICUA — OJUH
13 HanboJee OTPUIIATETbHBIX BAPMAHTOB MaToMopdo3a.
Ha momeHT ocmotpa 'y 64 (91 %) nauueHToB 00LIEel IpyII-
bl HAOTI0AAI0Ch PE3UCTEHTHOE TeUEHME dIUeNcuu, y 41
(64 %) n3 Hux ormevanuchd Tskenbie BI'CII. Ha gorepa-
TeBTUYECKOM 3Tarie (POpMUpoBaHUIO (hapMaKOPE3UCTEHT-
HOTO TeUEHUs AMUJICTICU CITOCOOCTBYIOT Ie(DEeKT MepBUY -
HOI TMarHOCTUKM, HECBOEBPEMEHHOE HAYaJIO JICUECHMSI,
BBICOKAsT YaCTOTA M MaplMaIbHBIN XapaKTep MPUCTYTIOB
B N1e0IOTE, MPOBOKALIMS MPUCTYIIOB, SMUIENITU(MOPMHAs
aKTUBHOCTb Ha DOI, nHULIMaANbHOE MOBPEXAEHUE TO-
JIOBHOTO MO3Ta B aHaMHe3¢e, SMWJICIITOTeHHbIE N3MeHe-
Husg Ha MPT. JIedekT nepBUYHOI TUAaTHOCTUKU BbISIBICH
y 30 (43 %) mauueHTOB OOILIEH TpyInbl. Boicokas ya-
croTa (1 pa3 B MecsIl 1 yallle) TSXKeJbIX TPUCTYNOB
B nebloTe 3abojieBaHusg oT™Mevanach B 33 (47 %) ciy-
yasgx —y 15 (48 %) myxuuH u 18 (46 %) XKEHIIUH.
DnunentudopMHass aKTUBHOCTh NMPU PYTUHHOM
DBI'-uccnenoBaHUY WU JUTUTETBHOM BUIE0-D I -MOHU-
TopuHre BbIsiBJieHa B 30 (43 %) ciyvasix U3 001Iero urciia
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HaOTIoNeHN. DTIMIeNTOTeHHbIe U3BMEHEHUs TIPU Heipo-
BU3yaJIu3alliK ObLTN 0OHapyxeHbl B 22 (31 %) ciyvasx —
y 14 (45 %) myxxunH u 8 (21 %) KeHIIMH.

C HavajoM Teparuvu TOTIOJTHUTEIbHBIMU (haKTOpaMu,
CMOCOOCTBYIOIIMMU (POPMUPOBAHUIO PE3UCTEHTHOTO Te-
YEHWUS SIWICTICUU, SIBJISIIOTCS HepallMOHAIbHAS CTapTOBAast
U TIoCIeytolas Tepamnusi, HeKOMIUIAeHTHOCThb, KOMOP-
OMITHBIC KOTHUTHUBHBIC U TICMXWYecKe HapylieHus. CBoe-
BPEMEHHOE YCTaHOBJICHUE KOHTPOJISI Hall TIPUCTYIIaMU,
KOTOpPOE BO MHOTOM 3aBHUCUT OT BBIIICTIEPEUMCICHHBIX
(akTOpOB, TPOIMKTOBAHO HEOOXOAMMOCTBIO ITpepBaTh
pa3BuThe HapMaKOpe3UCTEHTHOCTHU MO OJHOMY U3 €ro
OCHOBHBIX MEXaHU3MOB — KWHJUIMHTY, TP KOTOPOM
TT0]T BO3JICMCTBUEM SITUJICTITUIECKUX TTPUCTYTIOB TIPOMCXO-
T MopdoJiornieckast M GyHKIIMOHATbHAsT TIepecTpoiika
TAMKepruueckux HepOTPaHCMUTTEPHBIX CUCTEM C (hOp-
MUPOBAaHMEM TIATOJIOTMYECKUX CUCTEM C abeppaHTHBIM
(YyHKIITMOHMpPOBAHMEM — CBOETO pojia MMPUOOPETEHHBIN
SMUJIETITOTeHEe3, WHAYIIMPOBAHHBIN SMUJIEIITHISCKUMM
npuctymamu [6, 21, 26]. HapyliieHre MpUHIIMIIOB pari-
OHAJILHON (hapMaKOTeparvu SIBIISIETCS] OTHOM U3 OCHOB-
HBIX IPUYMH HEBO3MOXHOCTU KOHTPOJIST HAIl IPUCTYITAMU
WIM pelianBa Mocje YCTaHOBIeHUsT peMuccuu. Cpeau
olMOOK Tepanuu, CrocoOCTBYIOIUX (DOPMUPOBAHUIO
PE3UCTEHTHOTO TEYEHMS SMWICTICUUA, MOXHO OTMETUTH
npuMeHeHue ADIT B HU3KUX 103aX, Ha3HAYEHUE Jieue-
HUs 0e3 yyera (DOpMBI SIMWICTICUM W TUIIA TIPUCTYTIOB,
HCTOJIb30BAaHUE MIPEenapaToB He «IIepBOMl TUHUU» B Kaye-
CTBE CTapTOBOM Teparnuu, HepalmoHanbHast otMeHa ADI
WV 3aMeHa OPUTUHAJIBHBIX TTPenapaToB Ha DKEHEPUKU,
HepalMoHaIbHbIe KOMOMHAIIMM TIPeTtapaToB, Ha3HAYeHUE
ADII 6e3 yueTa BO3BMOXKHBIX MOOOUYHBIX 3(DHEKTOB U CO-
MyTCTBYIOIIEH Mmatosiorvu, npumeHernue ADI1 ¢ moteHIm-
ajioM arrpaBauuu [4, 7, 17]. HepauuoHaiibHast ctapToBast
Teparusl BelsiBieHa B aHamHese y 31 (44 %) nauuyeHTa 00-
1Ll TpyIIIbl, MpU 3ToM Ha3zHaueHue ADTI 6e3 yuera pop-
MBI STWJICTICUU U TUTIA TTPUCTYITOB oT™Mevanochk B 5 (16 %),
JUINTETbHOE TIPUMEHEeHNE HU3KUX, Hea(D(EKTUBHBIX 103
ADIT —B20 (65 %), HazHauyeHue ADII He «11epBOii IMHUN»
B KauecTBe CTapTOBOIi Teparuu — B 6 (19 %) cayyasx u3 31.

OTaenbHO ClieAyeT OTMETUTh POJib JXKEHEPUKOB
ADII B bopMupoBaHur HapMaKope3UCTEHTHOCTHU B CBSI-
31 C UX IMIMPOKUM paclipocTpaHeHUEeM. 3aMeHa OpUTH -
HaJIBHOTO TIperapaTa Ha JKeHEPUK CBsI3aHa ¢ BBICOKUM
PHICKOM CPBIBa PEMUCCHUU MW YIAIIEHUS U YTSOKEICHUS
UMEIOIIMXCS MPUCTYNOB, TTOCJIE Yero He BCeraa yaaeTcs
MOBTOPHO BEPHYTh TeUEHUE 3a00JIeBaHUS B CTAOWIbHOE
pycio. Yalue apyrux oTpuaTebHbIN 3¢ GeKT Takoi Kop-
PEeKIIMY B HAllleM UCCeIOBaHUM HaOII0aICs TIPU 3aMe-
HE Ha aHAJIOTU OPUTUHAJIBHBIX TTPeNapaToB TOMMpamara,
JIAMOTPUIKMHA, BATBIIPOEBOM KUCIOTHI, UTO COTJIaCyeT-
csl ¢ JaHHBIMM OTEYECTBEHHOU M 3apy0eKHOM JTUTepaTy-
pul [9, 16, 18, 24, 25]. 3ameHa Ha JXKEHEPUK B aHAMHE3E
npousBoaunack y 8 (11 %) mamueHTOB OOIIEi TPYIIITHL:
B 2 cllydasix 9TO ObUI TOTIMpaMar, B 1 — JTaMOTPUIKWH,
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B 5 ciay4yasgx — BaJblpoeBas Kuciora. Pesyibratom
KOppeKInK cTaji cpbiB pemuccuu B 1 (12,5 %) cinyyae,
yuaiieHue npuctynoB — B 4 (50 %) u 6e3 u3aMeHeHUn —
B 3 (37,5 %) cnyuasix u3 8. Bce 3 ciyyast «MSITKOi» 3a-
MEHBI OPUTMHAJILHOTO TIperapaTa Ha JDKEHepUK CBSI3aHbI
¢ mpenapaTamu BaJlbIIPOEBOI KUCJIOTHI. B ciiydae ¢ Tonu-
paMaToM U JIAaMOTPUIKMHOM 3aMeHa MPUBOJUJIA K IeC-
TaOWIM3alUU U yYalleHUIo MpucTyrnoB. OCHOBHOM MpU-
YUHOM PUMEHEHMS! IKEHEPUKOBBIX aHAJIOTOB SIBJISIETCSI
SKOHOMUYECKAs 11eJIeCO00Pa3HOCTh, HO, Ha HAlll B3IJIS,
K 3TOMY BOIIPOCY HY>KHO MOAXOIUTH 00Jiee N30MpaTebHO.
He Bo Bcex ciydasix 95KOHOMUS Ha MpernapaTe 1eHCTBUTEb-
HO CHUXKAeT CTOMMOCTb T€PaK, TOCKOJIbKY CPBIB PEMUC-
CUU B KOHEYHOM CUYETE MOXKET ITPUBECTH K €111 OOIBIITNM
MoTepsIM JIJIsI CUCTEMBI 3[ipaBooxpaHeHusl [15]. B HekoTo-
PBIX cy4asix IPUMEHEHUE aHAJIOTOB Ha CTapTe Tepanuu
addekTrBHEe, YeM UX MPUMEHEHUE B IMOCIEAYIOIIEM
B KaueCTBE 3aMEHbl OPUTMHATBHOMY Ipenapary, a B 1ie-
JIoM 2 (PEKTUBHOCTh UX B CTAPTOBO MOHOTEPANUU COIO-
cTaBUMa ¢ opuruHaaom. [1o HaIIUM HaOMIOACHUSIM, 3TO
MOXHO CKa3aTh, K MPUMEPY, B OTHOILIEHUU JIeBETHUpAlLle-
tama. OpUTMHAJIbHBIN TOMMpaMar, HalfpoTHB, Ha JaHHBII
MOMEHT TMPEANOYTUTESICH ISl CTAPTOBOM Tepanuu, a ero
3aMeHa Ha JDKEHEPUKU HEPEIKO BEAET K YXYIIICHUIO Teye-
Hus snwiencud [22, 23]. B ¢BS3U ¢ BBIIEU3T0KEHHBIM MBI
npeiaraeM WHIWBUIYaJIbHBIN, a He 1I1a0JIOHHBIN TTOIXO]]
TIPY 3aMEeHE OPUTMHAIBHBIX PETIapaToB Ha HKEHEPUKH.
Eme omHMM BaxXHBIM (PaKTOPOM ycIiexa Tepanuu
¥ IPODWIAKTUKN pa3BUTHs (hapMaKOPe3UCTEHTHOCTH SIB-
JIIeTCsl KOMITAeHTHOCTD MalueHTOB. OMHOI U3 OCHOBHBIX
MPUYNH HEKOMIIAEHTHOCTH, TT0 HAIlIMM HaOJTIOICHUSIM,
SIBJISIETCSl HEIOCTaTOYHAs! OCBEIOMJICHHOCTh MallMeHTa
0 cBoeM 3abosieBaHUU. B CBSI3U ¢ 5TUM MallMEHTHl MHOTAA
He MPU3HAIOT AMWISNTUYECKYIO MPUPOAY CBOUX MEPEXKU-
BaHWUI1 (B YeM UM MOTYT «I10TaKaTb» HOPMaJIbHBIC Pe3yTh-
TaTbl pyTUHHOI DAOI'), yacTo HEe UMEIOT NpeACTaBACHUS
o npaBwiax npuema ADII, He 3HAIOT O (haKkTOpax MPOBO-
Kaluu npuctynos. [105ToMy BaxXHbIN BKJIaJ B CTAOUIU3a-
IIVIO COCTOSTHUST TTallMeHTa MOXHO BHECTH, TTIOBBICUB €T0
TPaMOTHOCTh B BOITpOcax, Kacatomuxcs anuiencuu. He-
KOMIUTAGHTHOCTh MOKET OBITh BbI3BaHA COMTYTCTBYIOIIIMMM
KOTHUTUBHBIMYM HapyIIeHUSIMM, KOT/Ja TIAallMEeHT He B CO-
CTOSTHUU CaMOCTOSITEJIBHO TTPOCJIEAUTD 32 BBIITOJTHEHUEM
PEKOMEHIalMi Bpaya, Wu MOBEACHYECKUMU (paKTOpamu,
00yCJIOBIMBAIOIIUMY OeCIIeYHOE OTHOILIEHUE MallMeHTa
K mpoucxofsineMy. HeKoMITaeHTHOCTb B 00111eii rpymre,
Kak OBUIO OTMEUEHO BEIIIIE, BEIsIBIIeHA B 33 (47 %) ciyda-
sx. B rpymime manyeHToB ¢ KOTHUTUBHBIMU HapYIICHUSIMU
HEKOMIUIAEHTHOCTh ObuTa oTMeueHa y 20 (60 %) u3 33 na-
IIMEHTOB, a CPEIN TeX, Y KOTO0 KOTHUTUBHBIC HAPYIIEHUSI
HEe OTMeYaJInCh, HEKOMIUIaeHTHBIMU ObM 13 (35 %)
13 37 NaureHTOB. Y XEeHIIUH HEKOMITJIAeHTHOCTh YacTO
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BBISIBIISIETCS] BO BpeMsi OepeMEHHOCTH, POJIOB U B TIOCIIE-
POIIOBOM TIEPHMOIE. DTO CBSI3aHO C OMACEHMSIMU HAHECTH
BpEJ TJIOMY, a IOCJIe POJIOB — C HeXeJlaHWeM MPUHUMAaTh
MperapaTsl B epUOJL IPYIHOTO BCKapMIIMBaHUS peOeHKA.
He Bcerna onaceHust 6e30CHOBATEIbHbBI, OTHAKO pe3Kast
OTMEHa TMperapaToB MocJie YCTAaHOBJICHUST 0epPEeMEHHOCTH
MOXET TIPUBECTU K CPBIBY peMUCCUU 1 (hOPMUPOBAHUIO
PE3UCTEHTHOrO TeueHus snuiencuu [2, 11]. [IpoBoka-
TOpaMu MPUCTYIOB U MPUUNHAMHU PELMINBA Y KEHITUH
MOTYT OBITh TOPMOHAJIbHbIE HApPYIIEHUS U U3MEHEHUE
TOpMOHAJILHOTO (pOHA, 0OOYCIOBIEHHOE MEHCTPYaTbHbIM
nukiIoM. Hepenko y >KeHIIMH OMHOBPEMEHHO C 1e0I0TOM
MEHCTPYaJIbHOTO ITUKJIa BOBHUKAET JNeOI0OT SMUJIETICUH,
B IPYTUX CITydasiX MTPUCTYITBI TOJILKO CO BpEMEHEM HauMHa-
FOT OTMEYAThCS B TIEpUOJL 32 3 THS 710 U 4 THS TTOC/Ie MEH-
cTpyaru. DTo XapaKTepHO I KaTaMeHUaIbHBIX (hOpM
snuienicui. Bo3HMKHOBEHNE YCTONYMBOM CBSI3U MEXKITY
MPUCTYTIIaMW U MEHCTPYaJbHBIM LIMKJIOM YacTO MPUBO-
AT K (papMaKope3nCTEHTHOMY TeUEHUIO 3a00JIeBaHMSI.
B Hamem uccienoBaHuM 1aHHasT B3aMMOCBSI3b BBISIBIICHA
vy 9 (23 %) u3 39 xeHIIuH: B 1 ciyyae OHa BO3HUKIIA T10-
cJie pofioB, TIPY TOM YTO JIO POJIOB IMPUCTYITBI OTMEUYAINCh
B J11000€ BpeMs, B 5 ClIydasix MPUCTYIIbI AeO0TUPOBAIU
C YCTaHOBJICHWEM MEHCTPYaJbHOTO LIMKJIA, B 3 cydasix
B3aMMOCBSI3b C(hOPMUPOBAJIACH C TEUCHNEM BPEMEHMU,
BEPOSITHO, KaK pe3yJibTaT nmatoMopdosa 3adojieBaHUs
TT0]T BO3ICCTBMEM TOPMOHAJILHOM TIEPECTPOMKI OpraHU3-
Ma. Ha MoMeHT ocMoTpa Bo Bcex 9 ciydasix oTMedaeTcs
PE3UCTEHTHOE TeUEHME DITUJICTICUN.

BbiBofibI

Takum 06pa3oM, TOT WM UHOW BapuaHT MaTOMOpP-
¢o3a snusIencuu SBasgeTCs pe3yJbTaTOM KOMILTIEKCHOTO
BAUSHUS (PAKTOPOB CPeAbl, TIPU 3TOM MPOLECC MOXKET
OBITb MOJIOKUTEBHO WJIM OTPULIATEIbHO HaMpPaBJIeHHbBIM.
Haubo1ee BecoMbIM BHEITHUM (DAKTOPOM SIBJISIETCS] aHTH -
snuiaenTUYeckas hapMakoTeparnus, KoTopasi Hapsiay ¢ Apy-
UMM (pakTopamMu TpedyeT faibHelero uydyeHust. [1oBbi-
CUTb KQYeCTBO TepaIruu U TeM CaMbIM HallpaBUTb BEKTOP
natomMopdo3a B G1aronpusTHOE PYCJI0 MOXHO C TOMOIIBIO
MOBBIILIEHUSI UH(GOPMUPOBAHHOCTU MallM€HTa O MPUYM-
Hax, MeToAax IMarHOCTUKU W pallMOHaJIbHOI Teparnuu
snuiencuu. Yacto HemocTaTouHast UHOPMUPOBAHHOCTD
CMoco0CTBYET HEKOMITJIAEHTHOCTU MAallEeHTOB, UTO MOXET
MNpUBECTU K (GOPMUPOBAHUIO (PapMaKOPE3UCTEHTHOTO Te-
yeHUs 3a00JieBaHUSI U COIMYTCTBYIOIIMM KOTHUTUBHBIM
U TICUXUYECKUM HapylieHusM. [ToBbllIEHUIO KOMILIa-
€HTHOCTU CITOCOOCTBYIOT PETY/SIPHOE MOCeIleHue Bpaya,
ynoOHas cxema npuema ADII, BeneHue qHEBHUKA ITPUCTY-
MOB, B TOM YUCJI€ C TOMOIIBIO COBPEMEHHBIX MPUTOXKEHU I
B cMapTdOoHax, MO3BOJISIOLIMX B IMOJHON Mepe COXpaHSITh
U MepeaaBaTh MOJIyYeHHbIe JaHHbIE CIELUATUCTY.
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CpaBHUMenbHLIU aHanu3 pe3ynbmamos mepanuu cuiapoma Becma
mempaxko3akmuaom u Apyrumu anmuanunenmuyeckumu npenapamamu

M.E. ®apnocosal> 2, P.I". Tamuposal—4

TKagpedpa gpynoamenmanvroii u kaunuueckoii papmaronoeuu Hucmumyma gyHoamenmansHoi MeOuyuns: u 6uosoeuu

Kazanckoeo gpedepanvhoeo ynueepcumema, Poccus, 420000 Kaszans, ya. Kpemnesckas, 18;
2TAY3 «Jllemckas eopoockas 6oavnuya Ne 8 . Kazanu, Poccus, 420061 Kazanw, ya. bapu Taneesa, 11;
I Kagpeopa demcxoii neeponoeuu FEOY JIIIO «Kasanckas eocydapemeennan meduyunckas axademus» — uauana ILEOY 10
«Poccuiickas meduyunckas axademus HenpepbleHO20 NPogheccUuoHanbHoo obpaszoeanus» Munzdpasa Poccuu;

Poccus, 420012 Kazans, ya. Mywmapu, 11;

4 Hayuno-uccaedosamenvcras rabopamopus «Knunuueckas auneeucmuxa» Kasarckoeo gedepanvhozo ynueepcumemas

Poccus, 420000 Kazanw, ya. Kpemaesckas, 18

Konmaxmeor: Pumma l[a60yrv6aposna lamuposa r-gamirov@mail.ru

Ileab uccaedosanus — pempocnekmueHas OUeHKa KpamxoCcpoHHsIX U 00A20CPOUHBIX Pe3yAbIMamos KOMOUHUPOBAHHOL mepanuu CUHOPOMA
Becma ¢ éxarouenuem mempakosakmuoa é cpasrHeruu ¢ opyeumu anmusnuienmuveckumu npenapamamu (A311).

Mamepuaavt u memoodst. B uccaedosanue éxarouensvt 150 demeii ¢ nodmeepicoeHHbIM OUAeHO30M «CUHOpOM Becma», nosyuasuux reveHue
8 Jlemckoii eopodckoii 6oavruye No 8 e. Kasanu ¢ 2000—2015 ee. Bo3pacm demeil Ha momenm anaauza cocmasun om 4 do 14,5 eoda. Ilo-
kasamenu omuouenus puckoe (OP), ux dogepumenvrvie unmepeannvt (JIH) paccuumoisanu ¢ ucnoav3oeanuem npoepammsl RevMan 5.0
(http://community.cochrane.org). Jlocmosepuvimu cuumanu pazruyus npu p <0,05.

Pezyavmamot u o6cyscoenue. Brarouennvie 6 uccaedosarnue demu ¢ cundpomom Becma pazdenenvt na 2 epynnvi: 1-3 epynna — 90 nayuenmos,
noayuaguiux 6 Kavecmee mepanuu mempaxosaxmuo ¢ couemanuu ¢ A3II, 2-1 epynna — 60 nayuenmos, noayuasuux 1100vle 6apuanmol
ADII, uckarouas mempakozakmud. Jemu 6 obeux epynnax 0biau CpaBHUMbL HO 803PACMY, NOAY, HEBPOAOSUHECKOMY CIAMYCY, MANCeCmu
3abonesanus. Yepes 2 Hed om Hauana nevenus Yuci0 NayUeHmog ¢ NOAHbIM KOHMPOAEM NPUCMYNO08 0bl10 00CmOo8epHo 6oabiuum 6 1-ii epyn-
ne (¢ npumenenuem mempaxozakmuoa): 68 uz 90 (76 %) navuenmos ¢ 1-ii epynne, 1 u3 60 (2 %) nayuenmog — 6o 2-ii epynne, OP 45,33;
95 % JIH 6,47—-317,71, p = 0,0001. Yepes 2 mec u 6 mec anaruz nokasan anaroeuunyio cumyayuio: 69 uz 90 (77 %) nayuenmos —
6 1-ii epynne, 13 uz 60 (22 %) nayuenmos — 6o 2-it epynne, OP 3,54; 95 % /U 2,16—5,80, p <0,00001; 69 uz 90 (77 %) nayuenmos —
6 1-ii epynne, 36 uz 60 (60 %) nauyuenmoe — 6 epynne 11, OP 1,28, 95 % JIHU 1,01— 1,62, p = 0,04 coomeemcmeenno. Joareocpounvie pe-
3yavmamol neveHus (61a2onpusmHbll UCX00 — NOAHAA KAUHUMeCKAs pemuccus, oausuiascsa 3 eooa u 6onee) He umenu 00CHO8EPHO0
pazauuus 6 obeux epynnax: 59 uz 90 (66 %) nayuenmog 6 1-it epynne u 37 uz 60 (62 %) nayuenmog 6o 2-it epynne. Jns 00420cpouHbIX
ucxodoe OP 1,12; 95 % /U 0,88—1,42, p = 0,37.

Buieoost. Ighpexmusrnocms memparxozaxmuoa (6aa2onpusmmblii Ucxo0 — HOAHOE OMCYMCMEUe NPUCMYN08) NPU KPAMKOCPOYHOM HAOAH0-
Oenuu (He menee 6 mec) docmosepho eviute, wem npu aevenuu opyeumu AL, npu omcymemeuu pazauuus é bezonacrocmu. Jloneocpounoie
pe3yavmamol Aeverus cundpoma Becma (npu nabardenuu ¢ meuenue 3 nem u 60nee) y demeil, NOAYHABUUX MeMPAKo3aKkmud, u demeil,
noayuasuiux dpyeue ADII, conocmasumoi.

Karuegvie caoea: cuH()pom Becma, mempalc03aicmu6, aHnmusnuienmuvecKue npenapamol

DOI: 10.17650/2073-8803-2017-12-3-44-50

COMPARATIVE ANALYSIS OF THERAPY OUTCOMES IN PATIENTS WITH WEST SYNDROME RECEIVING
TETRACOSACTIDE AND OTHER ANTIEPILEPTIC DRUGS

M.E. Farnosova®’ 2, R.G. Gamirova’—*
! Department of Fundamental and Clinical Pharmacology, Institute of Fundamental Medicine and Biology, Kazan Federal University;
18 Kremlevskaya St., Kazan 420000, Russia;
2Children’s City Hospital No. 8; 11 Bari Galeeva St., Kazan 420061, Russia;
3 Department of Pediatric Neurology, Kazan State Medical Academy, branch of the Russian Medical Academy of Postgraduate Education,
Ministry of Health of Russia; 11 Mushtari St., Kazan 420012, Russia;
4Research Laboratory «Clinical Linguistics», Kazan Federal University; 18 Kremlevskaya St., Kazan 420000, Russia

Objective: a retrospective assessment of short-term and long-term results of combined therapy with the inclusion of tetracosactide in com-
parison with other antiepileptic drugs (AED) in West syndrome.

Materials and methods. The research covered 150 children with confirmed West syndrome treated at Pediatic Clinical Hospital No. 8 (Kazan,
Russia) in 2000—2015. The age of children at the time of research was 4.0—14.5 years. The risk ratio (RR) and their confidence intervals
(Cls) were calculated using RevMan 5.0 Software (http://community.cochrane.org). Differences for p <0.05 were considered valid.

Results and discussion. The children with West syndrome were divided into 2 groups: I* group included 90 children who received tetracosac-
tide in combination with other AED, 2" group included 60 children who received any variants of AED excluding tetracosactide. Children



PYCCKUMN

wssis' TIETCKOM
HEBPOAOTI' MM

3

in both groups were comparable in age, sex, neurological status and severity of their disease. After 2 weeks from the start of treatment, there
were more patients with complete control of seizures in I group (who used tetracosactide) than in 2" group (without tetracosactide): 68 of 90
(76 %) patients in I¥ group, 1of 60 (2 %) patients — in 2" group, RR 45.33, 95 % CI 6.47—317.71, p = 0.0001. After 2 months and 6 months
the results were the following: 69 of 90 (77 %) patients in 1° group, 13 of 60 (22 %) patients in 2" group, RR 3.54, 95 % CI 2.16—5.80,
P <0.00001; 69 of 90 (77 %) patients in I¥ group, 36 of 60 (60 %) patients in 2" group; RR 1.28, 95 % CI 1.01—1.62, p = 0.04 respectively.
Long-term results of treatment (favorable outcome — complete clinical remission during 3 years or more) did not differ significantly in both
groups: 59 of 90 (66 %) patients in 1% group and 37 of 60 (61,6 %) patients in 2" group. For long-term outcomes RR 1.12, 95 % CI 0.88—1.42,
p=0.37.

Conclusions. The effectiveness of tetracosactide (favorable outcome — complete absence of seizures) with short-term observation (not less than
6 months) is higher in comparison with other AED in the absence of difference in safety. The long-term results of West syndrome treatment

(with observation for 3 years or more) in children who received tetracosactide and in children who received other AED are comparable.

Key words: West syndrome, tetracosactide, antiepileptic drugs

Beenenue

B aBrycte 2015 . MexxayHapoaHast IpOTUBOSITUIICTI -
TUYECKas JIura KOHCTaTUpOBajia OTCYTCTBUME B HACTOS -
11Iee BpeMsi OCHOBAHHBIX Ha J0Ka3aTeJbHOW MEAUIIMHE
peKOMeHIaluil IO Ha3HAYEHUI0 aHTUIMUIETITUIECKUX
npemnapaTtoB (ADIT) getsm nepsbIX 3 JIET KU3HU, CTPaaaro-
muM snwiencueit. [Tpu aToM 3a001€BaeMOCTh SMJIETICU-
el B paHHEM JIETCKOM BO3PACTE BBIIIIE, YEM B OCTATbHBIX
BO3pacTHBIX Tpynnax. Haubosiee yacto BcTpevyamonmecs
TUIBI IPUCTYIIOB y NE€Te MEPBBIX 3 JET XKU3HU — DIU-
JIeNTUYeCcKUe crna3Mbl U (peOpuiibHbIE TPUCTYTIBI [22].
Jlo cux mop HesicHO, Kakoil uMeHHO ADII npeamnouTu-
TeJbHEEe U1l CTAPTOBOTO JIeYeHUST UH(MAHTUIbHBIX CTa3-
moB. HecMOTpst Ha BHYIIUTETbHOE KOJIUYECTBO MyOInKa-
LU TTO JIeYeHUI0 UH(PAHTWIBHBIX CIa3MOB, CYIIECTBYET
HEJ0CTaTOK KaYeCTBEHHBIX PAHAOMU3MPOBAHHBIX KOHTPO-
JINPYEMBbIX UCIIBITAHU, TPOBEACHHBIX HA BBICOKOM Me-
TOAOJIOTUYECKOM ypoBHe. Ho maxke KauecTBEHHO Mpo-
BElIEHHbIC UCCJIEOBAHUSI BKIIIOYAIOT OYEHb HEOOJIbIIIOE
YUCJO MAlMeHTOB, UMEIOT OOJIbIIYI0O BapuabeIbHOCTh
B pexXUMax JO03MPOBAHUS OJHUX U TEX XK€ Mpenaparos,
noaxoAax K oleHKe 3(pGeKTUBHOCTU JeUeHUs. ABTOPHI
KokpeitHoBcKoro 063opa, ooHosjeHHoro B 2013 1., no-
CBSILIEHHOTO JICYEHUIO MH(AHTUIBHBIX CMIa3MOB, 3aKJTIO-
YWIN, YTO 3HAYUTEIbHAS YaCTh UMEIOIIUXCS UCCIeA0Ba-
HUIA IO Tepanuu WH(MaHTWIbHBIX CITa3MOB ObLIa c1aboi
B METOJI0JIOTMYECKOM ILTAHE U MMeJIa BBICOKMI PUCK CMe-
1LIeHUST pe3yJabTaToB [5].

Tepanust aapeHOKOPTUKOTPOITHBIM TopMOHOM (AKTT)
¢ 1958 r. cunTanace NpeaNnOYTUTEIbHBIM METOIOM Jie-
yeHUs cuHApoMma BecTa — TsKesol sNMUIENTUYECKON
sHIIedanonaTun AeTCKOro BO3pacta, Ipu KOTOPoil 00-
JIUTaTHBIM TUITOM MPUCTYIIOB SIBJSIOTCS WH(MOAHTUIBHbBIE
cna3mel [17]. B To e Bpems rccienoBaTeJ M OTMEYaoT
HaJlnyne cepbe3HbIX MOO0UYHBIX peakuuit (ITP) mpu se-
yenuu AKTT [3, 8, 15, 16, 24].

IMosiBneHue B mocieaHue NECATUIETUS LIEJIOT0 psna
HOBBIX ADII MO3BOIMIIO MCTIOIB30BaTh UX B KITMHUYECKOMN
MpakTUKe Jisd JeueHus cuHapoMa Becta. [Ipensaputenb-
HbIE TTOJIOKUTEbHbIE PE3YIbTaThl IPUMEHEHUS B MOHO-
WY TIoJIMTepanuu cuHapoma Becta jamMoTpuaxuHa,
(penbamara, neBeTrpanieTamMa, 30HIUCAMUIA U TOITpamMaTa

03BYYMBAINCH B HEPAHIOMU3MPOBAHHBIX UCCIEIOBAHUSIX,
MPOBOAUMBIX MTPEUMYILIECTBEHHO C y4acTUEM MPOU3BO-
nuteneit nanHbix ADII [4, 7, 10, 18, 23]. OgHako nepBbie
«pay>XHble» COOOIIEHUS O BHICOKOI 3(pPeKTUBHOCTU
9TUX MpernapaToB HE BCETAa MOATBEPXIATUCH TOCIEIYI0-
IIWMHU UCCIETOBAHUSMU JTUOO0 U3HAYATBHO 3TH COO0IIIe-
HUs 00 3(pHEeKTUBHOCTU UMETU TPOTUBOPEUUBBIN XapaK-
tep. Hanpumep, npu npumeHeHuu Tonupamarta B. Peltzer
M COABT. HE OOHAPYXXWIN pa3nuuuii 1o 3¢pGeKTUBHOCTU
moHoTepanuu AKTT u TonupamaToM npyu BHOBb TMar-
HOCTUPOBAHHBIX CUMIITOMaTUYECKUX (popMax cUHIpOMaA
Becra [12]. Ho B 6osiee mozaHux myonukanusix A. Weber
M COaBT. COOOIIAIOT O HU3KOM 3(PHEKTUBHOCTU MOHOTEpa-
nuu Tonupamatom 1o cpaBHeHuto ¢ AKTT [19].

C 2009 r. YnpaBieHue Mo CAaHUTAPHOMY HaA30py
32 KQUeCTBOM IMUIIEBBIX TPOAYKTOB U MEAUKAMEHTOB OJ10-
Opuso BUrabaTpuH B KauecTBe MpemnapaTa sl JIeUeHUs
MH(GaHTWILHBIX criazMoB B CLIA, 1 B MupoBoii 1utepa-
Type MOSIBUJIOCh HEMaJIO TPOCHEKTUBHBIX UCCIEIOBAHUIA,
CPaBHUBAIOIIUX BUTaOATPUH C MIaledo Wad IPpyruMU
MeToaaMu jedeHud [1, 2]. OTu uccienoBaHus Mpoje-
MOHCTPUPOBAIU, YTO BUTa0ATpUH 2 GHEKTUBEH B Jieue-
HUM WHGAHTWIBHBIX CIa3MOB B OOJIBIIIMHCTBE ClydyaeB
HE3aBUCUMO OT UX STUOJIOTUU, HO BCE XK€ HAUOOJIBIIIYIO
9(bGhEeKTUBHOCTD JAHHBIN Mpenapat MpoJeMOHCTPUPOBAT
y MallMeHTOB ¢ TyOEepO3HbIM CKJlepo3oM. BurabaTpuH,
Kak MPaBWJIO, XOPOILIO MePEHOCUIICS, OTHAKO €T0 UCTIONb-
30BaHUE ObUIO CBSI3aHO C HapyllIeHUEM neprudepruyeckoro
3peHus y yactu nauueHTosB [21]. [To naHHBIM amepuKaH-
CKUX HCCIIeoBaTeNei, y IeTeii ¢ TyOEpO3HBIM CKIEPO30M
BUTrabaTpUH ClielyeT paccMaTpyUBaTh B KauecTBe Mpera-
pata HavYaJbHOU Tepanuu WHMAHTUIBHBIX cria3mMoB [11].
BurabaTtpuH SBIseTCS HETJIOXOU abTepHATUBOM [IJ1sI TTa-
LIMEHTOB ¢ HemocTaTouHbIM oTBeToM Ha AKTT, a Takxke
MPU HATUYUU TPOTUBOMOKA3AHUI WIX HETIEPEHOCUMOCTH
AKTT [20].

C MOMEHTa MEepBOro OoNMucaHWsd MHOAHTUIbHBIX
CMa3MOB B JIMTepaType ObLT U3JI0KEH OMBIT MPUMEHEHUS
no MeHblIei Mepe 30 mpemnapaToB ISl IEYEHUST TOTO
TUIA TPUCTYIIOB, HO ONTUMAJIBLHOE JIEYEHUE OCTAeTCs
MpoOJeMaTUYHBIM U3-3a 00JbIION BaprabeIbHOCTU Te-
panuu, HeolpeneJeHHbIX PeXUMOB no3upoBanus, [1P,
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HETIOJTHOTO TepareBTUYECKOTO OTBETa U, KaK CJIeCTBUE,
TJTOXOTO JTIOJITOCPOYHOTO TIPOTHO3a B OTHOIIEHUH TICUXO0-
MOTOPHOTO Pa3BUTHSI U MTOSIBJICHUST B TaIbHEUIIIEM IPYTUX
TUITOB MPUCTYIIOB [5].

Cunapom Becrta, 0cOOEHHO €ro CUMIITOMAaTUYECKU A
BapMaHT, SIBJISIETCS PEe3yIbTaTOM IMOJU3TUOIOTUIECKOTO
TMOpaXkeHUsT TOJIOBHOTO MO3Ta Pa3HOIi CTETIEHU TSKECTH,
IPOM3OIIE/IIETo Ha pAHHUX CTAIUsIX PAa3BUTHS peOeHKa.
OnHOI 3 OCHOBHBIX 3a/1a4 TepaIliy 3TOM 3710Ka4eCTBEH-
HOI MWJIeNTUYECKO sHIedaIonaTu paHHero Bo3pacra
SIBJISIETCS KaK MOXHO 0oJiee paHHee W TTOJTHOE KYITHUPO-
BaHUE TIPUCTYIOB, TaK KaK MMEHHO HaJIMYue TIPUCTYTIOB
W TUTICAPUTMUU KaTacTpo(UUECKU BIMUSIET Ha pa3BUTHE
KOTHUTUBHBIX U MOTOPHBIX (pyHKIMiA [6]. [TosTOMY (-
(bexTMBHBIM JledueHUEeM TIpU cMHApoMe BecTta pekoMeH-
JIOBAHO CYUTATh TAKYIO TePaITMIo, KOTopast 00ecrieYnBaeT
TMOJIHBI ¥ MAaKCUMaJIbHO OBICTPBI KOHTPOJIbL MH(baH-
TWIBHBIX cria3MoB [9]. B HacTosIiee BpeMs CyliecTBYET
6outbiioe yrcyio ADII, pa3nnyHbIX CXeM KOMOMHUPOBAaH-
HOI Tepanuu, peKOMeHIyeMbIX ISl JICUEHUST CUHIPOMa
Becra, HO, K cOXaJeHUIO, HU OIWH U3 CYIIECTBYIOITNUX
ADII He obecrreunBacT B 100 % ciydaeB HaCTyIUICHUE
OBICTPOI U AJIUTEIbHOI KIMHUYecKol pemuccuu. Kpo-
Me Toro, MmHorue ADII TONbKO YMEHBIAIOT KOJIUYECTBO
MPUCTYIIOB, HE oOecreurBasl UX MoJIHOe roAaBiaeHue [13].
Hecmotpst Ha ncTioib30BaHME Pa3HBIX METOIOB JICUSHUST
cuHapoMa Becra, BBIOOP ONTUMAaNIBHOI TaKTUKY JICYSHUST
OCTaeTcs B JIyUllleM cilydyae HeolpeaeJeHHbIM. Db dek-
TUBHOCTb TTPETapaToB, UCTIOIb3yeMbIX B JIeUeHUH MH(aH-
TUJILHBIX CIIa3MOB, TPYIHO OLIEHUTh TaKKe M3-3a KOPOT-
KOTO TIeprojia HabJTIOIEHMIT 3a TIAallMEHTAMU U OTCYTCTBUSI
MH(pOpPMaLIMU O JOJTOCPOUYHBIX pe3yjbTaTax Tepanuu [5].
Takum 06pa3om, CpaBHUTEIbHBIN aHATU3 UCXOMIOB Jieue-
HuUs cuHAapoMa BecTa ocraeTcs akTyanbHOI mpoOiaeMoit
Ha CEeTOIHSIIITHUN JIeHb.

Ienbio Ucce0BaHNUS STBUJIACH CPAaBHUTEIbHAST PETPO-
CIIEKTUBHAs OIlEHKA KPATKOCPOUHBIX W JOJITOCPOYHBIX
MCXOJI0B KOMOMHUPOBAHHON Tepanuu cuHapoma Becra
C PYMEHEHUEM TeTPaK03aKTUIa B CPABHEHUH C IPYTUMU
ADII.

Mamepuanb! u Memofbl

IIpoBeneH peTpocneKTUBHBIN aHaIu3 hapMakoTe-
panuu 150 geteii, MogyyaBIIUX CTAlMOHAPHOE JIEUEHUE
1o oBoIy cuHapoMa Becta B oTaesieHuY Ui AeTeil rpyi-
HOTO W PaHHEro Bo3pacTa C MOopaXeHWeM LIEHTPaIbHOMN
HEPBHOW CHCTEMbI M HapylIeHUEM MCUXUKU eTcKoit
ropoackoit 6onbHULBl (JIT'B) Ne 8 r. Kazanu B mepu-
on 2000—2015 rr. KputepusiMmu BKIIOUEHUS MAllUEHTOB
B MCCJIeJJOBaHNE ObLTM YCTAHOBJICHHBIN JUAarHO3 «CHH-
npom Becrta» u Tepanus ADIT (MOHO- WM MOTUTEpANus).
Ha srane amOynaTopHOro ucciaenoBaHus, IPOBEACHHOTO
Ha 0a3e KabuHeTa JUArHOCTUKU U JICUEHUS STJICTICUN
¥ TTapoKcU3MabHBIX cocTostHuid ipu IT'B Ne 8 1. Ka-
3aHU, JOIOJHEeHa UH(pOpMalus MO KaTaMHe3y AeTei,

3

KOTOPBIM JMAarHo3 «CMHApoM Becrta» BriepBbie OBLT BbI-
CTaBJICH B YCJIIOBUSIX CTallMOHapa. JmuTeIbHOCTh HaOJTI0-
JICHUST 3a IEThbMU C CUHAPOMOM BecTa cocTaBuiia He MeHee
3,5 roga. CpegHuii Bo3pacT AeTeil HA MOMEHT IpOBejie-
HUSI aHaIM3a cocTaniisul 6 jiet (ot 4 et no 14 et 5 mec).
Je6rot 3a001eBaHus y 60 geTeil MpUXOAWICS Ha BO3pacT
o0 6 Mec Xu3HU, y 82 geteir — g0 1 roga, y 8 mereit —
nocJie 1-ro rona Xu3HU.

[Tpu mpoBeneHUM aHaNM3a MPUMEHSIIN (papMaKo-
SMUACMUOJIOTMYECKIE, aHATUTUYECKIE U CTATUCTUIECKUE
MeTobl. OOpaboTKy pe3yIbTaTOB MTPOBOIMIIM C MCITOIB30-
BaHMEM TTaKeTa MPOTPaMM CTaTUCTUIECKOTO MOIYJIST TIPO-
rpammbl Excel makera MS Office 2017 (Microsoft, CILIA).
IMoka3zarenu otHoeHust puckoB (OP) 1 ux noBeputesb-
Hble HTepBaIbl (JJ) paccunThIBaIM C UCTIOIB30BAaHUEM
nporpamMbl RevMan 5.0, KOTOpyIo MPUMEHSIOT MPU CO-
3MAaHUU CUCTEeMAaTUYeCKNX 0030poB aBTOphl KOKpeitHOB-
ckoro corpymHmdectsa (http://community.cochrane.org).
BiaronpusATHBIM MCXOOM JICUCHUST CUYUTANIU KIUHU-
YeCcKyI0 PEMHUCCHUIO — MOJIHOE OTCYTCTBUE MPUCTYITOB.
[Tpu cTaTcTHUECcKOit 00pabOTKE Pe3ybTaTOB JOCTOBEP-
HBIMM cumuTanu pazianuus rnpu p <0,05.

Pe3ynbmambl u o6cyxaeHue

V 141 u3 150 (94 %) BK/IIOYEHHBIX B UCCIIEAOBAHKE
MalMeHTOB OBbLI TMAarHOCTUPOBAH CUMITTOMATUYECKUI
BapuaHT cuHapoMa Becra, y 9 u3 150 (6 %) — kpurnro-
TeHHBII BapuaHT cuHapoMa Becta. [1pu pacnipeneneHumn
MAIMeHTOB TI0 TTOJTY OBIO OTMEUYEHO HEKOTOPOEe TPeo-
OJlalaHKe MalMeHTOB MYKCKoro moJa: 93 (62 %) npotus
57 (38 %) nmanMeHTOB XXeHCKoro moJja (tadu. 1).

C y4eTOM TTOCTaBJIEHHOM I1eJIM MBI pa3nenini BCeX
MalueHToB ¢ cuHapoMoM Becta Ha 2 rpynmbl. B 1-1o0 rpymn-
ny (uccienoBaHus) BKIouwin 90 neteil ¢ cMiHAPOMOM
Becra (60 % ot 06111ero yrciia MalueHTOB), MOJYYaBIINX
TeTpako3akTu (cuHtetTnueckuii aHamor AKTI, MmexxayHa-
pOIHOE HEMAaTeHTOBAaHHOE Ha3BaHWE — CMHAKTEH-IETIO)
JUIST KYITMPOBaHWS MH(MAHTUIBHBIX CITa3MOB B cOUeTa-
Huu ¢ apyrumu ADII. Terpako3akTum BBOAUIN BHYTPU-
MBIIIIEYHO B J103aX COTJIACHO CXeMe, PeKOMEHIOBaHHOM
B MHCTPYKIIMU K Tipeniaparty (https://www.rlsnet.ru/mnn_
index_id 1193.htm), Kypc UHBEKIMI MPOBOAUICS Y Ma-
LIMEHTOB MO0 OMHOBPEMEHHO C HavajaoM Tepanuu ADI]
(Harpumep, TIperapaTaMy BaJbIIPOEBOI KUCIOTHI), JIM-
060 nocje Hed((HEKTUBHOTO UCITOJb30BaHUS Pa3IUUHBIX
ADII. B aToM ciyyae Tepanusi mpernapataMu BabITpoeBOit
KUCJIOTHI Wi apyrumu ADIT octaBaiachk B KaueCTBE MO~
nepxuBaronieit. Bo 2-10 rpynimy (cpaBHeHUS) BKIIOYUIN
60 nereit ¢ cunagpomom Becta (40 % ot o011ero yucia
MMaIMeHTOB), TPUHUMABIINX JIJIs KyITUPOBaHUS WHMAH-
TUIBHBIX cria3MoB ADI B BUIe MOHO- WJTH TIOJTUTEPATTH,
KpOMe TeTpaK03aKTuIa (CMHaKTeHa-nerno). BapuaHTel Mo-
HO- U TIOJINTEPATTNU, UCTIOJIB30BABIIMECS TIPU JICUCHUM
cuHapoma Becra y manmeHToOB B TpyIIIax, MpencTaBIeHbI
B TaoI. 2 u 3.
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Ta6auua 1. Xapaxmepucmuku demeii, exkaiouenvix é uccaedosarnue, n (%)

Table 1. Characteristics of children included in the study, n (%)

Parameter

15t group (tetracosactide + AED)

2" group (AED) (n = 60)

MYK
Mon male
Gender e
female
ot 4 ner 1o 6 et 11 mec
Bospacr between 4 years and 6 years 11 months
Age

7 net u crapiie
7 years and older

Ilpumenanue. APl — anmusnusenmuueckue npenapamsl.
Note. AED — antiepileptic drugs.

(n=90)

52(58) 41 (68)
38 (42) 19 (32)
59 (66) 43 (72)
31 (34) 17 (28)

Tadmna 2. Bapuanmuvr mepanuu ¢ 1-ii epynne (uccaedosanus) (n = 90)

Table 2. Treatment schemes used in I°' group (cases) (n = 90)

Treatment scheme

BanbnpoeBast kuciora + TeTpaKo3aKTUIL
Valproic acid + tetracosactide

Banbmpoesast kuciora + Tonmupamar + TeTpaKO3aKTHIL
Valproic acid + topiramate + tetracosactide

BanbrnpoeBast kucnora + KapbaMazenuH + TeTpaKO3aKTUL
Valproic acid + carbamazepine + tetracosactide

Ba.m;r[poeBaﬂ Kucjora + JIEBETUpALIETaM + TETPpaAKO3aKTU1
Valproic acid + levetiracetam + tetracosactide

BasibnipoeBast KcjioTa + JieBeTUpalieTaM + TormupaMar + TeTpaKko3aKTHL

Valproic acid + levetiracetam + topiramate + tetracosactide

BanbmpoeBast Kuciora + 3TOCYKCUMU + TETPaKO3aKTUL
Valproic acid + ethosuximide + tetracosactide

BanbmnpoeBast kuciora + KapbaMasenuH + JeBeTupaleraM + BUrabatpuH + TeTpaKO3aKTUL
Valproic acid + carbamazepine + levetiracetam + vigabatrin + tetracosactide

Number of patients, n (%)

76 (84)

7(8)

3(3)

1(1)

1(1)

1(1)

L(D)

Bce manueHThl B 00eux rpymmnax ObLId CpaBHUMBI
110 BO3pacTy, MOy, HEBPOJOTUYECKOMY CTaTyCy, CPOKY
TecTaluy Py POKICHUHN U TSKECTH 3a00JIeBaHMS.

CpaBHUTEIBbHBIN aHATN3 CPOKOB HACTYIUICHUS pe-
MUCCUU OT Hayajia JIeUeHUsI B MCCIIEAYEMbIX TPYITIax
MoKasaJi, 4YTO 3HaYNUTEIbHO ObICTpEe MOJTHOW PeMUCCUM
yIaBaJoCh MTOCTUYb MPU BBEICHUU B CXEMY JICUCHMS Ta-
LIMEHTOB ¢ CUHAPOMOM BecTa TeTpako3akTuaa. YxKe uepe3
2 HeJl OT HavaJjia JICYEHHsI TETPAKO3aKTUIOM Y 68 marreH-
TOB (76 % OT 0GI1IEeT0 YKCia MAUEHTOB) MPUCTYITBI ObUTH

KynupoBaHbl. Bo 2-ii rpymnme (6e3 mpruMeHeHUs TeTpako-
3aKTUAQ) 0J1aroNpUSTHBIA UCXOM HACTYNWJI JIUIIb y 1 ma-
uueHTa (4 % ot ob1ero uyrcia maiueHToB). [1pu cpaBHe-
HuM nokaszareyneit OP apdekTuBHOCTL TeTpako3aKTHIA
yepe3 2 Hell OT Havasa jieyeHus B 1-ii rpymnme (¢ npume-
HEHUEM TEeTPAaKO3aKTH/a) Oblla JOCTOBEPHO BHIIIE, YEM BO
2-1 rpynine (6e3 mpuMeHeHus TeTpako3akTuna): OP 45,33;
95 % A1 6,47—317,71; p = 0,0001 (cM. pUCYHOK).

B nanbHeiilem oTBET Ha Tepanuio (depe3 2 Mec OT Ha-
yaja JeueHus ) ObLT TaKXKe JIydllle Y AeTei, MoJIydaBIInxX

N
-

cmambu
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Ta6auua 3. Bapuanme: mepanuu 6o 2-ii epynne (cpagnenust)

(n =60)
Table 3. Treatment schemes used in 2'? group (controls) (n = 60)

Treatment scheme

Number
of patients, n (%)

BanbmnpoeBas kucinora

Valproic acid 24 (40)
Tonupamar 12)
Topiramate
BanbrnpoeBast kuciora + CyKIIMHaAMUL

1poc. f1oTa 203
Valproic acid + succinamide
BanbmnpoeBas kuciora + KapbamasenH

S . 1(2)
Valproic acid + carbamazepine
BanbrnpoeBas Kuciora + Tonupamar 9(15)
Valproic acid + topiramate
BanbrnpoeBast kuciora + 6eH30AMa3eTUH 203)
Valproic acid + benzodiazepine
BanbrnpoeBast kucinora + jgeBeTupaleTam 2(3)
Valproic acid + levetiracetam
BanbrnpoeBast kuciora + 6apoUTypaThl 3(5)
Valproic acid + barbiturates
BanbrnpoeBast kucnora + 2 u 6osee
AHTUBIWIENITUIECKUX IPENIAPATOB 16 (27)

Valproic acid + 2 or more antiepileptic drugs

TeTpako3akTum: 69 usz 90 (77 %) manMeHTOB TOCTUTIIN
KJIMHUYECKOM PeMUCCUU (TMTOJTHOE OTCYTCTBUE STUJIETI-
TUYECKUX MPUCTYIIOB) B 1-1 rpymme u Toabpko 13 u3 60
(22 %) nauyeHTOB UMeJIU 6IarONPUATHBIN Mcxod (OT-
CYTCTBUE SMWICNITUYECKUX MTPUCTYITOB) BO 2-ii TpyMIe,
OP 3,54;95 % AN 2,16—5,80, p <0,00001. AHaTIOTMYHBIM
o0pa3oM Mbl paccuuTaiy rnokasareau OP (dyuciio nauuveH-
TOB, HAXOASIIMXCS B ITOJIHOW peMuccHn) uyepe3 6 mec: 69
u3 90 (77 %) nauuenToB B 1-ii rpymre, 36 u3 60 (60 %)
nmanueHToB Bo 2-1 rpynmne, OP 1,28;95 % JAN 1,01-1,62;
p =0,04 (cM. pUCYHOK).

VY neteii ¢ cunnpomoM Becta Bo 2-1i rpyrimne, e rop-
MOHaJTbHasl TePaIust He CITOIb30BaIacCh, BPEMSI JOCTUXKE-
HHUSI PEMUCCHH ObLTO GoJTee HeOMpPeAeIEHHBIM, 1 YHCIIO TMa-
LIMEHTOB, HAXOISIINXCS B PEMUCCUU, TOCTUTIIO TAKOTO K€
YPOBHSI, KaK U B 1-if TpyIIIe, TOJBKO Yyepe3 T/l OT Havaja
neuenust: 71 u3 90 (79 %) nmauueHToB B 1-ii rpyrmie u 43
u3 60 (72 %) mauuenToB Bo 2-i rpyme, OP 1,10; 95 %
AN 0,91—1,33; p = 0,33. [1Ipu aHaam3e 10JIrOCPOUHBIX UC-
XOMOB (OJIATOTPUSITHBIN UCXOJ — TIOJHAsI KIMHUYECKasT
pemuccust yepes 3 Tojia) YMCIIo MalMeHTOB 6e3 MPUCTYIIOB
TaKXe CTaTUCTUYECKHU HE pa3nyanoch B 00OEHX IpyIiax:
62 1390 (69 %) maumenToB B 1-ii rpyrme u 37 13 60 (62 %)
nmanueHToB Bo 2-1 rpynmne, OP 1,12; 95 % JIN 0,88—1,42;
p=0,75 (cM. pUCYHOK).
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—&— 1-a rpynna (A3 + tetpakosaktug) / 1°t group (AED + tetracosactide)
—m— 2-7rpynna (A3M) / 2" group (AED)

CpasHenue s¢ppekmuernocmu mepanuu cunopoma Becma 6 1-it u 2-ii epyn-
nax, p <0,05 6 cpasnenuu co 2-ii epynnoii (6e3 mempaxkozakmuoa).
ADIT — anmusnunenmuyecKue npenapamaol

Comparison of the efficacy of West syndrome therapy in I and 2 groups,
p <0.05 compared to 2 group (without tetracosactide). AED — antiepileptic
drugs

Ananm3s HexesnateabHbIX [TP ipu teueHuun ADIT B obenx
IpyIax mokasai cienyroruee: B 1-ii rpymre y 26 13 90 (29 %)
MaIMeHTOB ObUIM 3aperucTprpoBaHbl pasnmuanbie [1P B me-
PpUOJI BBEICHMST B CXeMy JiedeHusT TeTpako3akTraa. Hanbomee
YaCThIMU XKaI00aMU ObUTH BBIPAXKEHHOE OECTIOKOMCTBO, T1ay
(y 19 u3 90 (21 %) naumenToB), y 6 u3 90 (7 %) naLueHTOB
pasBwics cuHapom Kyimnra, y 5 13 90 (6 %) naiueHToB OT-
MEYATHCH BSUIOCTh, COHJIMBOCTh. OC000€ OECTIOKOICTBO BbI3-
Ban 1 marmenT (1 1390 (1 %)), y KOTOPOTO B TIEPHOJ, JICUCHHST
TETPaKO3aKTUIOM MaHU(DECTUPOBA MEHUHTOHIIC(haJINT.
OnHako B KaTaMHe3e Mbl He HAOJTIONAJIN Y HETO KaKUX-T00
OCTaTOYHbIX siBJIeHUi. Bo 2-i1 rpymnme 1P 3apeructpuposa-
b1y 11 u3 60 (18 %) maupenTos. Criexkrp ITP nipu neyeHnn
paznmuuHbiMu ADI1, 3aperucTpupoBaHHbBIX BO 2-1 TpyIIIie,
npenacrasieH B Tabi. 4. Mel paccuutanu OP B 1-i1 rpymiie
(c mpuMeHeHreM TeTpako3akTUaa) u 2-i rpymre (6e3 npu-
MEHEHUS TETPaKO3aKTHIa), TIie B KaUueCTBe ITOKa3aTesst He-
OJIATOTIPUSITHOTO MCXO/Ia UCTIONB30BAIM YUCIIO TIAIIMeHTOB,
y KoTopbix 3apeructpuponansl [1P. [Tokaszarens OP 1,58;
95 % 1N 0,84—1,58; p = 0,15 cBUAETEILCTBYET O TOM, YTO J0-
CTOBEPHOE pazInIKe MEKIY STUMU TPYTITIAMUA B OTHOLIICHUM
6e3onacHocTy ADIT oTCyTCTBYET.

B nurepatype ynoMmuHatoTcs BbipakeHHbIe T1P, Ha-
omonaembie nipu JeyeHuu AKTI, Takue kKak pyabmu-
HaHTHOE TeueHUe MH(MEKIIMOHHBIX 3a00JIeBaHUI, TMMY-
HocyMnpeccusi, apTepualibHas runepreHsus [14]. OnHako
B HallIeli TPYIINe MalMeHTOB IMOJ00HbBIE TSKEITbIe PeaKIIny
MpY BBEICHUY B CXEMY JICUEHUS TETPAKO3aKTUIA He Ha-
omonanuch. OOBSICHUTD 3TO, BEPOSITHEE BCETO, MOXKHO
TeM, YTO JUISI JIeYeHUSI UCITOTb30BAINCH MUHUMAaTbHbBIE



PYCCKUM

wssst TETCKOM
HEBPOAOTI' MU

CHILD
NEUROLOGY

3

Tadmnua 4. Hexceramenvhvie nobouHble peakyuu npu seHeHuy paziuiHbIMU GHMUINUANIMUMECKUMU NPenapamamu 60 2-ii epynne (cpagHeHus)

Table 4. Adverse drug reactions to antiepileptic drugs in patients from 2" group (controls)

Adverse drug reactions

Number of patients who developed adverse drug reactions/
number of patients received the drug (%)

Bonu B kuBoTE, TOITHOTA, pBOTA, COHIUBOCTD,

ek AJUIEPTUYECKNE PEAKIIUN
KUCIOoTa . JLIep © DeAKIIN . 10/59 (17)
. . Abdominal pain, nausea, vomiting, drowsiness, allergic
Valproic acid .
reactions
HCBC'TI/IpaHCTaM BripaxkeHHOe 6ecno.Koncnlao, iay 2/3 (33)
Levetiracetam Pronounced anxiety, crying
OTKa3 OT e/ibl, CHIDKEHHE Beca, 3aTOPMOXKEH-
Tormpamar HOCTb, COHJIMBOCTb, BhIPAXKEHHOE OECITOKOMCTBO, il
Topiramate HapylleHUe CHa, CJIIOHOTeYeHM e /11 (55)
Food refusal, weight loss, lethargy, drowsiness,
pronounced anxiety, sleep disorders, drooling
Bsi1ocTh, COHMMBOCTD, MOBBIIIEHHOE CIOHOTEYE-
Kionazenam
Cl Hue 4/5 (80)
onazepam . . .
Lethargy, drowsiness, excessive drooling
AJniepruyeckast peakiiusi, COHJIMBOCTb, PBOTA,
bIXaTEJIbHBIE H. HUS, H. HUS CH
KapGamazeris JIbIXaTelt € HapyIle , Hapy1ie CHa, .
MOBBILIEHHAS] BO30YAUMOCTh 5/8 (63)

Carbamazepine

Allergic reaction, drowsiness, vomiting, respiratory

disorders, sleep disorders, hyper excitability

JT03bl TETPAKO3aKTH1a, PEKOMEHIOBAHHbIE B MHCTPYKLIMU
K Ipenapary.

HecmoTpst Ha TO YTO OTAAJIEHHbIE PE3yabTaThl TEpa-
nuu aeteit ¢ cuHapomoM BecTa ¢ BKiItoUeHUEM B CXeMy
Tepanuu TeTPaKo3aKTUAa HE OTJIUYAIOTCS OT pe3yJIbTaTOB
JneueHust ADIT 6e3 mpuMeHeHUsT TeTpaKo3aKTuaa, ObICT-
poe (yXe B TeueHue 2 Hell OT HavaJla JICYEHUST) KyIupoBa-
HUEe TPUCTYIIOB U UX TOJHOE OTCYTCTBUE B T€UEHME Toja
OT HayvaJja JieueHUs1 y O0JbLIMHCTBA MalMeHTOB MPHU Jie-
YEHUU TETPAKO3aKTUAOM MMEIOT OTPOMHOE 3HAYeHUe
JIJISI ICUXOMOTOPHOTO Pa3BUTUSI MALIMEHTOB.

PesymbraThl, MOJy4eHHBIE B XO/IE HACTOSIILIETO UCCTIe-
JIOBaHUSI, TTO3BOJISIIOT OMPEASIUTh TAKTUKY BeIeHUS 00JIb-
HbIX ¢ cuHapoMoM Becra. [TpuHLIMOMAIbHBIMUA CBOMCT-
BaMHU JIEKaPCTBEHHOTO CPECTBa, KOTOPHIE OMPEnesoT
JIOJITOCPOYHBIN MPOrHO3 Pa3BUTUSI KOTHUTUBHBIX U MO-
TOPHBIX (PYHKIMI y neTeit ¢ cuHapoMoM Becra, saBasitoTcst
OBICTPBII ¥ MOJHbBIN KOHTPOJIb MPUCTYITOB U KYIMTMPOBaHUE
TUTICAPUTMUU Ha 3JeKTpo3HIledaTorpaMme, 4to U odec-
neunBaeT BBeneHue AKTT B cxeMy JiedeHUsT 3TUX MallMeH-

10B [11]. KynupoBaHue nH(OaHTUIBHBIX CIA3MOB MpaKTUYe-
CKH cpa3zy TocJie BBeJEHUS TepaK03aKTU/Ia B CXeMY JIeUeHUsT
obecrieurBaeT BO3MOXHOCTh paHHel peaOWIUTaLIuKY AeTe,
YMEHBIIIAET CTeNeHb BbIPAXKEHHOCTU KOTHUTUBHBIX U JIBU-
rarejibHbIX pacCTPOMCTB, CHUXKAET HEOOXOAMMOCTb ITpUMe-
HeHust ADII B mosmTepanuu 1, Kak CleJACTBUE, YMEHbILIAET
PUCK BOBHMKHOBEHMSI MHOTMX HexKeaTeIbHbIX TTP,

BbiBofibI

Takum 006pa3oM, CpaBHUTEIbHBIN aHATU3 9P HEeKTUB-
HOCTH JIeUeHUsI CUHIpoMa Becta B McciieyeMbIX rpymnax
(1-g rpynma c mpUuMeHEeHUEeM TeTpaKo3aKTuaa U 2-51 rpyT-
na 6e3 MPUMEHEHUS TeTPAKO3aKTHUIa) TTOKa3al:

1) adpdexTuBHOCTL TeTpako3akTuAa (OIaronpusT-
HBII UCXOM — MOJIHOE OTCYTCTBUE MPUCTYIIOB) MPU KpaT-
KOCPOYHOM HaOJofAecHUU (He MeHee 6 Mec) BBIIIE,
yeM Ipu JieyeHuu apyrumu ADII, ipu oTCyTCTBUM pa3-
JIn4us B 0€30MaCHOCTH;

2) npu TOJTOCPOYHOM HabmoaeHuu (3 roga u dosee)
3(hPEeKTUBHOCTD TETpaKO3aKTHAA cpaBHMMA ¢ Ipyrumu ADTT.

Asmoput evipascarom ocobyio baazodaprocme enasnomy epauy TAY3 JITb Ne§ e. Kazanu @. M. 3aiiko6oiil 3a 0KA3AHHYIO

HOMOUb NPU NPOBEOCHUU OAHHO20 UCCACO08AHUS.
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HeBponoruyeckue nposasnexus Gone3xu Mabpu y aemei u noAPOCMKOB

K.B. ®upcos, A.C. Koros
T'BY3 MO «Mockosckuii obnacmuoii Hayuno-uccaedogamensvckuil Kaunuueckuti uncmumym um. M.@. Bradumupckoeo»;
Poccus, 129110 Mockea, ya. lllenkuna, 61/2

Konmaxmoi: Anexceii Cepeeesuy Komos alex-013@yandex.ru

FBonesno @abpu (60ae3nv Andepcona—Dabpu) — X-cyennennas peyeccusHas Au30comManbHas 601e3Hb HAKONACHUs, B03HUKAIOWAS 8CAe0-
cmeue HedoCcmamouHol aKMUEHOCIU AU30COMANbHOI 2U0poaa3yl (arvgha-earakmosudasst A), npusoodauieil k npoepeccupyrouleil akKymy-
aayuu enobompuaozunyepamuoa (Gb3) 6 pazruunbix Kaemkax (npeumyuecmeenHo SHOOMeAUanbHbiX U enadkoil MyCKyAamypbl cocyoos)
¢ nopasiceHuem pasaudHbIX 0peano8, BKAIYAS UEHMPAAbHYIO HepeHYlo cucmemy. Kiunuueckue nposenenus 3a601e6anus HAUUHAMCS
6 demcmee, HO Y MHOUX NAUUEHMO8 OHO OUACHOCMUPYemcsi MOAbKO 80 83POCAOM COCMOsHUU. Pannee pacno3nasanue cumnmomos, onpe-
denenue yposHs akmueHocmu gpepmenmos, Konuyenmpayuu Gb3 6 kposu, moue u GUONMAMAX KONCU, 2eHeMU1ecKoe mecmuposatue (2eH
GLA) darom 603M0OICHOCIb OCYUECMBAAMb PAHHION OUACHOCMUKY U (hepMEeHM3amMeCmumenvryr0 mepanur, Komopas no3eonsem cmaou-
AUBUPOBAMD UAU PeOYUUPOBamb npoepeccuposanue bore3nu. baaeodaps pannemy navany mepanuu 603MONCHO NPeOOMEPaAMUmMs pa3gumue
0CN0JICHEHUI].

Karouesnie caosa: 6one3nv Andepcona—Dabpu, Heeporoeuneckue nposeienus, azaicuoaza atvga, aearcudasa bema

DOI: 10.17650/2073-8803-2017-12-3-51-57

NEUROLOGICAL MANIFESTATIONS OF FABRY DISEASE IN CHILDREN AND ADOLESCENTS

A.S. Kotov, K.V. Firsov
Moscow Regional Research and Clinical Institute named after M. F. Viadimirskiy; 61/2 Shchepkina St., Moscow 129110, Russia

Fabry disease (Anderson—Fabry disease) is an X-linked recessive lysosomal storage disorder resulting from deficient activity of lysosomal
hydrolase, alpha-galactosidase A, which leads to progressive accumulation of globotriaosylceramide (Gb3) in various cells (predominantly
endothelial and vascular smooth muscle cells) with clinical manifestations affecting major organs including the central nervous system.
Clinical onset of Fabry disease usually occurs in childhood, but many patients are diagnosed in adulthood. Early recognition of symptoms,
enzyme activity levels, concentration of Gb3 in the blood, urine and skin bioptates, as well as genetic testing (GLA gene) enable establishment
of early diagnosis and therapeutic intervention with enzyme replacement therapy. Early therapy may prevent complications of the disease.

Key words: Anderson— Fabry disease, neurological manifestations, agalsidase alfa, agalsidase beta

Beenenue

B Hacrosiiiee Bpemst IIOCTOSTHHO PacIIMpPSIIOTCST 3HA-
HUSI 0 3a00JIeBaHMSIX, CBSI3aHHBIX C HApYIIeHNEM OOMeHa
BEILIECTB, C KIMHUYECKUMU TIPOSTBIIEHUSIMUA KOTOPBIX MO-
TYT BCTPETUTHCS BPAUM CAaMbIX PA3HBIX CITEIIMATIBHOCTEN.
K takum 3a6051eBaHUSIM OTHOCUTCS M 00J1e3Hb Dadbpu.
[TepBbIMU ¢ HEl CTATKMBAIOTCS TTeAMATPHI, U TSI HUX OHA
CTAaHOBWTCS 9K3aMEHOM Ha IMPoheCCUOHATbHYIO 3peJIOCTh
[31]. B naHHOI1 cTaThe OyayT pacCMOTPEHBI OCHOBHbIC
HeBpoJornieckue mposiBieHus: oone3nn Madpu y nereit
M TIOIPOCTKOB.

Hcropus. B 1898 1. nepmatosnoru [Ixxon @adbpu u Yu-
JIbsIM AHJIEpPCOH HE3aBUCUMO JPYr OT Apyra omnucaiu
MaTOJIOTUYECKNE U3MEHEHUST KOXU U APYTMX OpPTaHOB
y MaJIbuMKa 1 B3pOCJIOrO MYy>KUMHBI. B nanbHeiem naH-
Has TaTOJIOTHS ToJyuyrsia HazBaHue OoJsie3nu Dadpu,
wim 6ose3nn Aunepcona—®dabpn.

B 1947 . A.W. M. Pompen 1 coaBT. BbICKa3au Mpei-
TIOJIOKEHHE O TOM, UTO 00J1e3HE Pabpu sIByIsIeTCs O0JIe3-
Hblo HakoruieHus, B 1953 . H. Hornbostel u K. Scriba
BIIEPBbIE TIOATBEPIWIIN €€ TUATHO3 ITPY ITOMOIINA OUOTICUY

koxu [35], aB 1963 1. C. Sweeley u B. Klionsky, omnpe-
JIEJTUB CTPYKTYPY HaKaIlJIMBaeMbIX XXUPOB, KJIacCUPUIIM-
poBanu 60s1e3up Padbpu kKak chuHroIUTINIO3 [74]. UyTh
panblie, B 1962 . D. Wise 1 coaBT. onucaiu 3a60jieBaHIe
Kak ceMeitHoe. X-CIIeTUIeHHBIN PelleCCUBHBIN XapaKTep
HacJeoBaHUs ObUT yCTaHOBJIEH Julib B 1965 . H. Opitz
u coaBT. B 1967 . R.O. Brady u coaBT. OTKpBLIN TIepBUY-
HBII OMOXUMUYECKUIi AedeKT, JexXalluii B OCHOBE 3a00-
JIEBaHUsI, — HEJIOCTATOYHOCTh aJib(ha-TrajakTo3uaassl A,
1 no3xe, B 1989 ., ObLI ceKBEeHUPOBaH TeH ajib(a-rajaak-
TO3Ua3bl A, 4TO MTO3BOJIMJIO C TIOMOIIIbIO TEHHO-MHXe-
HEPHBIX METOMOB CUHTE3UPOBATh JaHHBIN (DEPMEHT in
Vitro ¥ cCO3AaTh Mpemnaparsl 11 epMeHT3aMeCTUTETbHOMN
tepanuu 6o1e3uu Dadpu.

ITarorene3. boye3nb @abdpu — 2- 110 YaCTOTE BCTPE-
YaeMOCTHU JU30coMasibHasl 60Jie3Hb HaKomaeHus [23].
B ocHoBe 6071e3H1 @abpu JiexkaT MyTallMu B TeHe, pac-
MOJIOKEHHOM Ha X-XpOMOCOME U KoaupytoiieM hepMEeHT
anbda-ranakro3uaasy A. MyTauuu BbI3bIBAIOT YMEHbIIIE-
HUE JIM30COMATbHON aKTMBHOCTHU NTaHHOTO (hepMeHTa,
B pe3yJIbTaTe Yero MPOUCXOIUT HETIOJTHOE pacillerieHe
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TJIMKOC(HUHTOJUITAIOB U B JIN30COMAaX OTKJIAJIbIBAIOTCS
rajabuosuiauepamMua U raodorpuaosunepamua (Gb3)
[22]. OTu BewlecTBa HaKarIMBaIOTCS B KJIETKaX LIEHT-
paJIbHOW HEPBHOW CHUCTEMBI, B TIIAKOMBIIIIEYHBIX 1 IH-
JMOTEJIMAIBbHBIX KJIETKAaX COCYA0B, POTOBULIBI, TTOYEK, CEp-
neyHoit Mblibl. HakomieHue HauMHaeTcs ¢ mepuoaa
BHYTPUYTPOOHOTO Pa3BUTHSI, TTOPAXKaAIOTCS pa3IMUHbIC
TKaHU, B JaJbHEUIIIEM UX TTOBPEXACHUE TIPOrPeCcCcupy-
€T U CTAHOBUTCS HeoOpaTuMbIM. Hapyiienue pyHkumi
SHIIOTEJIUS U CTEHOK COCY/IOB BBI3bIBAE€T OOCTPYKTHUBHBIC
MPOIIECChI, AaHAJIOTUYHBIC aTePOCKIEPOTUIECKOMY [67].
3arryckaeTcst Tpollecc MopaXeHusi UMMYHHON CHCTeMBI
C BOCTIAJINTEJIbHBIMU SIBJICHUSIMU, BBI3BIBAIOIITMU TIOBPE-
KIeHWe opraHoB [52].

Briaenstior 2 ¢popmbl 60/1€3HN: KITACCUYECKYIO, XapaK-
TEPU3YIOIILYIOCS HAaYaJIoM B IETCKOM WJIM MOIPOCTKOBOM
BO3pacTe U MOJUOPTraHHBIM MTOPAXKEHUEM, U HEKJ1accuye-
CKYIO — C TIO3HUM Ha4aJIOM 1 U30JIMPOBAHHBIM TTOpaKe-
HueM | opraHa (Harpumep, Mo4yekK, cep/la Ui roJOBHOrO
Mo3ra).

Kmmaugeckue npossienus. CuMnTomsl 0os1e3ar Pa-
Opu Tak:Ke MOXKHO pa3feuTh Ha paHHKE U MO3aHuE [65].
K panHuUM oTHOCSATCS TOI0BHAs 00J1b, TOJTOBOKPYXEHUE,
CHIDKEHUE CiIyXa, IITyM B YIIlaX, CHUXKEeHWE YPOBHS TICH-
XUYECKOUW aKTUBHOCTH, TTOBBIIICHHAS] YTOMJISIEMOCTb,
Jlenpeccusi, akporapecTe3nuu, MOHMKEHHOE MOTOOTAe e
HUE, TIPUBOJSIIEE K TeperpeBaHNIO M CHIKEHUIO TTePeHO-
CHUMOCTH Kapbl, aHTUOKEPAaTOMBI, HapyIIeHUs (DYHKITUU
xXeayaouHo-kuieyHoro Tpakrta (KKT), nuckombopt
1 00JIM B KUCTSIX U CTOTIAX, TOSIBJISTIOIIIMECS] TIPU TTOBBIIIIEe-
HUU TeMIIEpaTypbl OKPYKatolIel cpeabl Win (GU3NIECKUX
ynpaxHeHusx [34].

bonb — camblii paHHUI cUMOTOM 3a00JeBaHUS.
[Tpu 60one3nn @abpu MOXKHO BBIIEIUTH HEWpOTIaTh-
YeCKylo 00J1b — MOCTOSIHHOE X KeHUE, MOKaJbIBaHUE,
omymeHue guckomdoprta, n Kpussl ®adbpu — nepuo-
JIYECKU BOZHUKAIONINE CUITbHBIE KXTYUe U3HYPSIOIINE
0011, MPOAOJIKAIOIIMECS OT HECKOJIbKHUX MUHYT A0 He-
CKOJbKMX AHe# [5]. HeliponaTuueckasl 60Jib oTMeua-
eTcsa y 59 % ManpunKoB (MeauaHa Bo3pacTa — 7 JIeT)
ny4l % nesouek (MenuaHa Bo3pacTa — 9 jet) ¢ 6oes-
HbI0 ®abdpu [33].

IMaToreHeTuecku nipu 6oje3HM Padpu MopaxkaroT-
Csl MPeUMYIIeCTBEHHO TOHKKE HEpPBHBIE BOJIOKHA [3],
YTO TMPOSIBJISIETCS B TIEPUOANIECKOM OOJM U X KEHUU
B IMCTaJbHBIX OTHeaax KoHeuHocTeil [50], Bo3HMKaIO-
IMX TTPY TTOBBIIIIEHUY TeMIIepaTypbl OKPY>KAIOIIEH Cpe/ibl.
JuchyHKIMS TOHKUX MUETMHOBBIX U O€3MUETNHOBBIX
BOJIOKOH BBI3BIBA€T CUMITaTUYECKHUE U TTapacUMITaThye-
ckue paccTtpoiictBa. CTpamaet TemiepaTypHasi YyBCTBU-
TEJIBbHOCTh TIPU COXPAHHOM BUOPAIITMOHHON M TaKTUJIb-
HOW, TIPY 9TOM XOJIOJIOBast YyBCTBUTETLHOCTH HAPYIIIAETCsI
B OoJiblleli cTeneHu, yeM TerioBas [49]. MoxeT nopa-
JKaThCSI CPENMHHBIN HEePB MPY KapHaJIbHOM TyHHETHBHOM
cuHapoMe [25]. B 3pesniom Bo3pacte HelponaTusi TOHKUX

3

HEPBHBIX BOJIOKOH MOXKET OBITh €IMHCTBEHHBIM CUMIITO-
MoM 0ose3nu abpu [64].

B to xe Bpems nipu 6one3nu @abpu OTCYyTCTBYET
KOPPEJSIMS MEXTY MHTEHCUBHOCTBIO 00N U (DYHKIIH -
OHUPOBAaHUEM TOHKMX 0E€3MHUEJIMHOBBIX BOJIOKOH; TakK,
Mo Mepe pa3BUTUS 3a0o0yieBaHUS 00Jb MOXET YMEHb-
maThCs, a GyHKIIMOHUPOBAHNWE BOJIOKOH — IPOJIOJIKATh
yxynumatbes [4]. ¥V reTepo3uroTHeIX MallMeHTOK Aaxe
0e3 KIIMHUYeCKO MaHUdecTaluu 3a00JeBaHUS MOXKET
pa3BUBAThCS MepudepruecKast HeiiponaTusi, ToATBepXa-
emas ouoricueii [47], HO He BbISIBJIsIeMasl TIPU 3JEKTPO-
Helipomuorpaduu [12].

Y maimeHToB ¢ 6osie3Hblo Pabpu TakKe MOTYT Ha-
O0AaThCsl HapylIEeHUs CHa, OOCTPYKTUBHOE aIllTHO?
BO BpeMsI CHa, CUHAPOM OECITOKOMHBIX HOT, CBSI3aHHBIMN
¢ HeliponiaTuueckoi 6oJibto [15].

OueHb yacTo Bpauu OOIlel MpakKTUKK, HaOmoIas
B KJIMHMYECKOI KapTUHE MallMeHTa C Ha4aJIbHOW CTaaneit
6ose3an Mabpu ToabKO 00NN, PACIICHUBAIOT X KaK pe-
3yJIbTaT ero GbU3N4YeCKOo aKTUBHOCTU, POCTa U T. 1.,
a B cIyvasix, Korjaa 00j1b COMpoBOXAaeTCs cyodedopmib-
HOW TEMITepaTypoii 1 TTOBBIIIEHHON CKOPOCTHIO OCETaHUS
SPUTPOIIMTOB, CTABSIT ONIMOOYHBIN TMAarHO3 peBMaTU3Ma
[70]. B ciygasx, Korga y ImanydeHToB ¢ 0oJie3Hbp0 Padbpu
OTMEYaloTCs 00YCJIOBJIEHHBIE CUMITATUYECKOUN AUCHYHK-
LMei Tunoruapo3 [69], yMeHblLIeHUE TPOAYKLIUK CITFOHbI
U CJIE3HOM XUIKOCTHU, HEMMEPEHOCUMOCTh (PU3NUYECKUX
yIOpaxXHEHU 1 neperpeBaHust [16], morepss coO3HaAHUS
B JXapy W TIpU NepeyTOMJICHWM, Bpauyd MOTYT CTaBUTh
OIIMOOYHBIN IMATrHO3 BET€TOCOCYAUCTON AUCTOHUMU.

[Tpu 6oe3nn @abpu cTpamaeT He TONBKO Tiepudepu-
yeckasl, HO M LIeHTpajbHasl HepBHas cucteMa. B ronos-
HOM MO3Te OOJIbBHBIX MOTYT OOHAPYKMUBATHCS Pa3TNIHbIC
Mopdosiornueckue U3BMeHEeHUs: CTEHO3 MEJIKUX COCYA0B,
nedopMalims aptepuii, Tpom0603, rurnonepdys3us, Kap-
IUajibHble 9MOOJIBI, TTOBPEXIeHUE OEI0ro BEIleCTBa.
IMopaxatoTcst HebobIMe NepdOpaHTHBIE APTEPUHU B TTe-
PUBEHTPUKYISIPHOU 06sacTU, 00JaCTIX CTBOJA MO3Ta
1 6a3anbHBIX raHmIMeB. OTMeUaeTcst HaTMIue MyJIbBUHApP-
HbIX KanbuudukaToB. Hecneuuduueckoe nopaxeHue oe-
JIOTO BEellleCTBA TOJIOBHOTO MO3ra HapacTaeT ¢ BO3PacTOM
M BCTPEYAETCS OJMHAKOBO YaCTO Y MYKUMH U XXKEHITUH
[1,27].

ITpu 3TOM 3200JIEBaHUM TAKXKE MOTYT BBISIBISITHCS
KOXJICOBECTUOYISIpPHBIE paccTpoiicTBA U TUCHYHKIIUS
BETreTaTUBHOI HEPBHOI cucTeMbl [ 13].

Bonesnnr @abpu ciemyer paccMaTpuBaTh pu audde-
PEHIIMATBLHOW TUAarHOCTUKE TTAIIMEHTOB C IOBEHWIBHBIM
WHCYJIBTOM, OCOOEHHO B CJTy4ae HaTU4Us MOJOXUTETbHON
JIMYHOCTHOI WJIM CEMEMHOI UCTOPUH 11IepeOpPOBACKYIISIP-
HBIX COOBITHIA, KPUTITOTEHHOI 3THOJIOTUH, BepTeOpobas3u-
JISIPHOM JIOKQJTU3a1MU, KOMOPOUTHON TUCHYHKIIMY TTOUEK
u cepaua [20].

HecMmoTpsi Ha OTCyTCTBUE CEPbE3HOI OpPraHHOU
IUC(hYHKIIMA B paHHEM JIETCKOM BO3pacTe, MallueHThI
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¢ bosiesHp0 Pabpu MMEIOT MeHEee BBICOKOE KaueCTBO
SKU3HU TI0 CPABHEHMIO CO 3MOPOBBIMU CBEpCTHUKAMH [9],
TaK KaK HaxOJSITCSI B COCTOSTHUM TTOCTOSIHHOTO CTpecca,
CBSI3aHHOTO C 0OJIIMU, COMATUYECKOM MaTOJIOTUEI 1 TICU -
XOCOLMAJIbHOW CTUIMaTU3MPOBAaHHOCTHIO [55]. Bripa-
JKEHHBbIe KOTHUTUBHBIE HapyIIeHusT 1ist 6oJie3Hn Padpu
He XxapaKTepHbI [48], TeM He MeHee JeTU ¢ 9TUM 3aboieBa-
HUEM UMEIOT 0oJiee C1aboe KOTHUTUBHOE U UCTIOJTHUTETb-
Hoe (PYHKIIMOHWPOBAHUE, YEM 3I0POBbIE CBEPCTHUKMU,
U 10 3TOMY ITOKA3aTeJII0 COMMOCTABUMBI C IETbMM, UMEIO-
MU TPaBMY TOJIOBBI MJIW TIEPEHECIIIMMU TPaHCIIaHTa-
1110 TeyeHu [8].

OTMeueHO, UTO TTOIPOCTKH OOJIBIIIE CTPANAIOT OT KITU-
HUYECKUX MpostBiieHn 6osie3Hn Pabdpu, ueM 1eTh Mia-
ero Bo3pacra. Tak Kak IoIpOCTKOBBIN BO3PACT SIBJISIETCSI
KPUTUIECKUM TTEPUOIOM Pa3BUTHS TMIHOCTH, I(DPEKTUB-
HbIe MEXTUCIUTUIMHAPHBIC BMEIIIATeIbCTBA, BHITTOTHEH -
HbIE B 9TOM BO3pacTe, MOTYT MIPEIOTBPATUTD YXYIIIICHUE
KavecTBa KU3HU 1 TICUXOCOIMAIBHOTO (hYHKIIMOHUPOBA-
HUS MaluyeHTa Ipu B3pocaeHuu [§].

[Tpu 6osre3an Dadbpu, TOMUMO HEBPOJIOTMUECKMX TTa-
TOJIOTHIA, OTIPENEISIIOTCST HApPYIIEHUS U B IPYTUX OpraHax
u cucteMax. PaccMarpuBaTh MX HEOOXOAMMO TSI TOTO,
YTOOBI HEBPOJIOT 3HAJI, HAa YTO CJIeayeT 00paTUTh BHUMA-
HUE TIPY HATIPaBJICHUH MallMeHTa K Bpady JApYroi Crieim-
aJTLHOCTH.

Hapymenust pynkimu XKKT otmevaroresty 18 % ne-
Teli ¢ 6ore3Hbr0 Mabpu (MenraHa Bo3pacta MaJJbYMKOB —
5 net, neBouek — 9,5 roga) [33], U UX YacTO MPUHUMAIOT
3a CUMITOMBI IpYTUX 3abo1eBanuii [7].

[lpu ob6enenoBanum 65 meTeil, cTpamalmux 60ye3-
Hbio ®adpu (mporpamma FOS, cpexHumii Bo3pacT marm-
eHTOB — 10 JIeT), HEBPOJIOTMYECKIUE U KETYyA0UHO-KHUIIIeY -
HbIE CUMITTOMBI OBLTH BBISIBJICHBI y 80 11 60 % manueHToB
COOTBETCTBEHHO, YaCTOTa HapYIIEHUI CiIyXa U JepMaTo-
JIOTMYECKUX cUMIITOMOB coctaBmia 40 %, yactora od-
TaJIbMOJIOTUYECKUX CUMITOMOB — 60 % [59].

ITpu 601e3H1 Pabpu YaCTO BCTPEUAIOTCST TAKAE CHM-
MTOMBI, KaK IIIyM B yIlIaX U HapylIeHus ciayxa [42]: otMme-
YeHO, YTO MocieaHue Bcrpevatorcs B 90 % ciyuaes, a mo-
cie 44 net yxxe Bce OOJIbHbIE CTPAJAIOT CHIDKEHUEM CllyXa
[48]. T1pu 5TOM HapyllleHUS CiIyXa OOBIYHO Pa3BUBAIOTCS
BO B3pOCJIOM BO3pacTe, a IIIyM B yIIaX MOXET ObITh paH-
HUM NpU3HAKOM 00JIe3HU, ITOSIBUBILIMMCS B 1eTCTBe [43],
IMO3TOMY WHOT/IA PyTUHHAS ayIuOMETPUSI, TIPOBOAMMAsT
B CBSI3M C JIJAHHBIMM CUMTITOMaMU, TIO3BOJISIET 3aIT0103-
puTh y pedbeHka 6osie3Hp Padpu [41].

OdTranbMonornueckue nposiieHust 6oae3nu Madpu
pacrpocTpaHeHbl Jaxe y MajJeHbkuX aeteit [2]. Cneuu-
(buIHBIMY SBJISIOTCSI TATOJIOTHUST COCYIOB KOHBIOHKTUBBI
W CeTYaTKU, TTOMYTHEHNE POTOBUIIBI U XpycTanka. OObIu-
HO OHU HE BBI3BIBAIOT 3HAYUTEILHOTO HAPYIIEHUS 3pe-
HUSI, OTHAKO MOTYT BBICTYITIaTh B KAYeCTBE MapKepoB 00-
Jie3Hr. MyToBUaTasi KepaTonarusl JIeTKO 0OHapyKMUBaeTCst
MpU OCMOTpE TJ1a3a C MOMOIIBIO LIEJEeBON JaMITbl [72].

3

OdTaTbMOCKOIMST MOXKET MCTIOB30BATHCS UTSI MOHUTO-
PUPOBaHUS TeUeHUST OOJIE3HU M KOHTPOJISI Pe3yJbTaTOB
seueHus [73]. BeipaxkeHHbIE 0(TaTbMOJIOTHYECKHUE TTPO-
SIBJICHUST KOPPETUPYIOT C TSDKECTBIO HapyIIeHUsI oOMeHa
W TO3BOJISIIOT BBISIBJISITH MAIlUEHTOB, KOTOPBIM T'PO3UT
PUCK Pa3BUTUSI pAHHUX TSDKEJIbIX TTPOSIBIICHUI 00JIe3HN
®abpu [38].

JepmaTonornuecKuMu rposipiieHusiMu 6os1e3umn Da-
OpMU SABJISIIOTCSI aHTUOKEPATOMBI, TEJIAHTUOAKTA3UU, JTUM -
domema, aHTMIPO3 WU TUTIOTUAPO3, TICEBIOAKPOMeTa-
JIMYECKUe YepThl Tniia (YTOIUIEHHBI 100, TyCThle OPOBH,
BBICTYIAIOIINE CYTIPAOPOUTATIbHBIE TyTH U JIOOHBIE OyTPHI,
BBICTYTIAIOIAsT HUKHSISI YeTI0CTh, YBEJIMUEHHBIE TYOBI,
LIMpoKasl mepeHoculla, IPyLeBUIHbIA HOC) [28].

VY neteit ¢ 6ome3Hb0 Padbpu IIIOMepPYIIIPHEIC B COCY-
JIMCThle U3MEHEHUST TIPUCYTCTBYIOT 10 Pa3BUTHUSI SIBHOM
MPOTEMHYPUM Y CHUKEHUST CKOPOCTH KITyOOUKOBOI (pHITh-
Tpanun. CoyeTaHue aKpoIapecTe3nH, JIETKOM alboOyMu-
HYpUH, OTJIOXKEHUI B TIIOMEPYJISIPHBIX SHIOTETUATBHBIX
KJIETKaX, apTepuoTNaTud MOXKET TPEeACTaBIsATh CO0O0i
KJIMHUKO-MOP@OJIOrMYECKOe COUeTaHre, TTpeIBeIIaloIIee
nporpeccupyloliee nopaxkeHue noyek [77].

IMopaxenue cepmia npu 6o1e3Hn Padpy TakKe MO-
JKEeT BO3HUKATh B paHHEM Bo3pacTe [39].

YuutsiBasg 0COOEHHOCTU MaTOJIOTMYECKOT0 Mpolec-
ca, CBS3aHHOTO C ITOCTETIEHHBIM HaKOTUIEHUEM B JIM30CO-
Max rajabuo3uilepaMuaa U rodoTpruao3wiIlepaMuia,
KJIMHWYECKUE TIPOSIBIIEHUST 00JIE3HN B paHHEM BO3pacTe
MWHMMaJIbHBI, CHMIITOMaTHKa HapacTaeT MOCTEIeHHO,
1 BECh CTIEKTP (haTaIbHBIX NU3MEHEHU I MOXHO HaOJTI01aTh
TOJIBKO Y B3pOCJIOro 00JIbHOTO. Apyrumu cjioBaMM, CUM-
nrombl 60s1e3H Pabpy HAYMHAIOT TIPOSIBIISITHCS B IETCT-
B€, a AMArHO3 YCTAaHABJIMBAETCS TOJIBKO Yy B3pocibiX [11].
B cpenHeM oT MosIBIeHUsT CUMITTOMOB IO YCTaHOBJICHUST
JuarHo3a nmpoxoaut okosio 10 jiet [76]. Tem He MeHee Halu-
qye y TalMeHTa PeTyIsipHO BOZHUKAIOIINX 00JIEl B KUCTSIX
M CTOTIaX, aHTUOKEPATOM, TIOHIKEHHOTO TTOTOOTACICHUS,
HapyweHust dyHkuuu KKT, myma B yiiax U CHUXKEHUS
(B TOAPOCTKOBOM BO3pacTe) SMOLIMOHAIBHOTO (hoHa, 00-
YCJIOBJIEHHOTO TAaHHBIMU KITMHUYECKUMU TIPOSIBIICHUSIMH,
TTO3BOJISIET BpAvy MPEIOI0XKUThL 001e3Hb Dadbpu.

B peanbHO# mpakTUKe MenuaTp MepBUYHOTO 3BeHa
HEpeIKOo He MMEET BECOMBIX OCHOBAaHWI JIJIsI TIPEITIO-
JIOXXeHUs y manueHTa 6oye3nn @adbpu, u B pe3ysbraTe
YCTaHABJIMBAIOTCS TMATHO3BI, CBSI3aHHBIE C KaKOW-JTM00
OJIHOI mopaxkeHHoI cucteMoit. OHU COXpaHSIOTCS, 10-
0aBJIAIOTCSI HOBBIE, M HUKTO HE TIBITAETCST MX CHSTh, TAKUM
00pa3oM, BO3HMKAET MapagoKcaabHasi CUTYallus: B IET-
CTBE, KOTa BO3MOXHO MpoBeaeHue apdekTuBHOM dep-
MEHT3aMeCTUTETLHOI Tepannu, TalMeHT elle He UMeeT
SIPKUX CUMIITOMOB 3a00JIEBaHUS ¥ TTOJTy9aeT OITMOOYHBIN
JIMarHo3, Tak KakK ToCylapCTBeHHasl cUCTeMa 00s13aTelb-
HOU nuarHocTuku 6osie3Hu abpu y neTeit OTCyTCTBY-
€T, a y B3pOCJIOTO MallMeHTa, UMEIOIIETo BhIPakEHHYIO
CUMIITOMATUKY Y TTOJTYYUBIIIETO TTPaBWILHBIN JUArHO3
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B CIICIIMATIM3MPOBAHHOM MEIUIIMHCKOM YUYPeXICHWUU,
(bepmeHT3aMecTUTENbHAS Tepanus yxe HeaheKTuBHA
¥ HE MOXET BOCCTAHOBUTH (PYHKIIMM MOPaXKeHHBIX Opra-
HOB, XOTsI ¥ TIO3BOJISIET TIPEAOTBPATUTh JaJIbHEHIIIee TIPO-
rpeccupoBaHue 3a0oeBaHus. CieqoBaTebHO, TALIUEHTY
¢ 6071e3Hb10 Padpy OUEHDb BasKHO MTOCTABUTD MTPABUIIHHBIN
JIMarHO3 YK€ B IETCTBE, YTOOBI HAYaTh PAHHIOIO 3aMECTH -
TeJIbHYIO Tepanuio [19].

CJIOXHOCTh AMAarHOCTUKM 0ojie3Hn Padbpu 00ycIoB-
JIeHa pa3HOOOpa3ueM ee CUMIITOMOB, OMTHOBPEMEHHBIM
MopaxkeHNeM MHOXECTBa OpraHoB U cucteM [80], MUMM-
Kpueil o apyryto narosnoruio [71]. B pesynsrate 3aua-
CTYIO KaXbIii CIIELIMATUCT Y3KOTO MPOGUIIS THIATEIbHO
3aHUMAETCS TOJILKO «CBOEH» MaTOJIOTHE, He 3aMedast 00-
et KapTuHbl. [1py HATMIUY y TalleHTa MoJTMOoPTaHHOM
MaTOJOTUM CJIEeMyeT Cpa3y B3MISIHYTh Ha MpoOJieMy 1vpe
U HE JICYUTh HECKOJIbKO OTHOBPEMEHHO MPOTEKAIOIINX 00-
JIE3HE, a 3aMog03pUTh HACIeACTBeHHOE 3aboieBaHue [32].

Juarnoctuka. B Poccun naubosnee goctyrneH Oec-
IJIATHBIN METOM TMarHOCTUKY Oosie3Hr Dabdpu ImyTeM Or1-
peneeHrus] aKTUBHOCTU JIM30COMAJIBHOTO (hepMEHTA ajlb-
(ba-ramakro3mmassl A B CyXUX MSITHAX KPOBU. AKTUBHOCTh
abda-ragakTo3uaasbl A TakKxKe MOXHO OMpeAessaTh B JIei-
KOIIUTAX, CBIBOPOTKE KPOBU, CIE3HOMN XUIKOCTU U JTIOOOM
OuonTaTe WU KyJIbType KJIETOK KOXHBIX (hUOp0oOIacTOB.
OKOHYATeTbHO MCKITIOUNTD W TTOATBEPIUTH TUATHO3 110~
3BOJISIET TOJIBKO T€HETUYECKUI TECT (CEKBEHUPOBAHUE TeHA
GLA); mpy HATMYMY MyTaLMK Y IpoOaHIa HEOOXOIUMO MPo-
BeJiCHUE 00CIeNOBAHUS BCEX €T0 PONCTBEHHUKOB. 1T MO-
HUTOPWHTA COCTOSTHUSI TTAlIMEHTa MOXHO MCIIOJIb30BaTh
METOJ KOJMYECTBEHHOIO OIpeaeaeHUsT COUHTOIUITUAIOB,
TakK Kak Ha ()oHE YCITeITHON MMaTOTeHeTUYECKON Teparm
TPOUCXOIUT CHIDKEHUE WX COIEPKaHMS B TUTa3Me KPOBH.

OueHb MHGOPMATUBHA TUAarHocTKa 601e3Hu Padbpu
Y HOBOPOXIeHHBIX [51]. Bo3aMoxXHa rpeHartajibHasl 1uar-
HOCTHKAa C OIpeJeIeHUEM aKTUBHOCTHU JIM30COMAIbHOMN
anbda-ranakro3uaasbl A U CEKBeHUpOBaHUEM reHa GLA
B BOPCMHKaX XOPMOHA WJIN KYJIHETUBUPOBAHHBIX aMHUOTH -
YeCcKUX KJIeTKax. Takke BO3MOXHA MpeaUMITIaHTalluOH-
Hasl iMarHoctuka [24].

Just otieHKM 3¢ (HEKTUBHOCTU TTPOBOAUMOTO Jieue-
HUSI MOXET UCTOJIb30BaThCs JTaOOpaTOPHOE TECTUPOBA-
HUE HelpomaTUIeckoi 001, TUTIOTUAPO3a, HapyIIeHUs
XOJIOAOBOI Iepuernuuu [69].

J1J1s1 OTICHKY M3MEHEHU I B TICUXUKE TTPOBOJISITCS HEll -
podu3roIornYecKrue U HeHPOICUXOJIOTUYECKUE UCCIe-
JoBaHu [6].

H71s1 oOHapyXeH!s U3MEHEHUI B MO3TOBOW TKaHU
clieayeT UCIob30BaTh AU (GHY3MOHHO-TEH30PHYIO TOMO-
rpaguio, KoTopasi 6ojiee YyBCTBUTEIbHA, YEM PYTUHHAs
MarHUTHO-pe30HaHCHasi ToMorpadusi, ¥ TTO3BOJISIET Olle-
HUBaTh KaK JMHAMUKY 00Je3HU, TaK U 3¢ GHEeKTUBHOCTD
NpoBoAMMOM Tepanuu [21].

ITpu HaTMYMM OPTaHHOM ITaTOJIOTUU JIJIsT AMAaTHOCTH -
KU 3a00J1eBaHUS MOXET MMPUMEHSIThCs Ouoricus [82].

3

Jleuenue. [Tpu 60ne3nn @abpu MPUMEHSTIOT CUMIITO-
MaTUYeCKY1o Tepanuio (00e300JMBaloLIMe Mpernaparhl, ri-
TMOTEH3MBHAsI TEPANusl, AMAJIN3, TPAaHCIIAaHTAIMS TTOYeK,
MCKYCCTBEHHBI BOIUTEb pUTMA, aHTUAEIIpeccaHThl) [14]
¥ 3aMECTUTENIBHYIO TepaIio peKOMOMHAHTHBIMU TTpeTia-
patamu ajiba-rajakro3uaassl A [75].

B Hacrtosmee BpeMs nokazaHa 6€30MacHOCTb J0J-
TOCPOYHOM (pepMEHT3aMECTUTENIBHOM Tepanuu y neTei,
TTO3BOJISIONICH 3aMeUTNTh WA MPEAOTBPaTUTh IIPOrpec-
CHUPOBaHUE CEPLE3HBIX OCIOXKHEHUI 601e3Hn Padpu [66].
Hetu, monyyvaroiiue (pepMeHT3aMECTUTENIbHYIO Tepanuio,
UMEIOT 60Jiee BBICOKME OaJIIbI IO MTOKa3aTessiM 00I1eTo
KOTHUTUBHOTO (hyHKIITMOHUPOBAHUS M MEHbIIIEe TTPOOIeM
¢ BHUMaHUEM, TTaMSIThIO M UCITOJTHUTEIbHBIM (DYHKIIH -
oHupoBaHueM. [IpumeHeHre hepMeHT3aMeCTUTEIbHOM
Teparuy MOXET CMITYUTh HETaTUBHOE BIUsSTHUE 00Je3-
HUW Ha HEHPOKOTHUTUBHOE (PYHKIIMOHUPOBAHUE y JIeTei
[8], CHU3UTH BBIPaXXEHHOCTh HEWpOMmaTUYECKOil 6o
[10], ynydimmTh GyHKIMOHUPOBAHUE PA3IUYHBIX TUIIOB
HEPBHBIX BOJIOKOH ¥ MHTPaIepMaIbHBIX PEIETITOPOB BU-
opauuu [30], HOpMaIM30BaTh MOTOOTACIEHUE, IEPEHO-
CHMOCTB Xapbl, TEMIIEPATYPHYIO UyBCTBUTEIBHOCTS [46],
YMEHBIIUTD MPOSIBICHUS CUHAPOMAa OECITOKOMHBIX HOT
[15]. depmeHT3aMecTUTEIbHAS TepaITuK TakKe CITOco0-
CTBYET yJAy4llleHUI0 (DYHKIUU U CTPYKTYphbI cepaua [40],
3(heKTUBHO TIPEIOTBpAIIAET IMTPOTPECCUPOBAHUE TUTIEP-
TpodUM JEBOTO XKeyaouka [62].

depMeHT3aMeCTUTEIbHAS TepaITisl 0COOEHHO 3(PdheK-
TUBHA HAa paHHUX CTaausX 3a00JIeBaHMil TTouek. B TsoKke-
JIBIX CITy4asix, TPy HeoOpaTMMOM TTOPaKeHUH TTOYeK, OHa
HE MOXET MPEeIOTBPATUTh Pa3BUTHE TTOUYEYHOI HeI0CTa-
TOYHOCTHU [83]. ¥ MOJIO[bIX MAlIMEHTOB (hepMEHT3aMECTH -
TeJTbHAs Teparius yaydinaeT (GyHKIIMOHNPOBAHME Me3aH-
TUAJIbHBIX U TJIOMEPYISIPHBIX SHAOTEINATBHBIX KJIETOK
[78].

[1pu paHHeM Havasie JIedYeHUs] OTMEYaeTCsl YIyqIeHre
dynkunonupoBanus u KKT [58].

[MonoxurenbHOE BIMSTHUE (DEPMEHT3aMECTUTETLHON
Teparnyy Ha CHIDKEHUE YaCTOThI MHCYJIBTOB B HACTOSIIIIEE
BpeMsI He I0Ka3aHo.

Y manueHToB ¢ pa3BUBLIMMCS (PUOPO30M U BbIPpAXKEH-
HOI OpraHHOU MaTojioruei mpenaparsl 1S pepMeHT-
3aMeCTUTEIbHOM Tepaluu He MOTYT OBITh JOCTATOUYHO
abdekTuBHbI [78], 0OIHAKO paHHEe Hayajao Teparnuu mno-
3BOJISIET TTPEIOTBPATUTD ITOpaKeHNE BHYTPEHHUX OPTaHOB
[53]. Takum 06pa3oM, hepMeHT3aMeCTUTEIbHAS Teparust
JIOJDKHA HAUMHATBCS YKe Ha paHHe! cTanuy 3a00JIeBaHusI,
JI0 HACTYIIJICHUST HEOOPAaTUMBIX OCJIOKHEHMIA [61].

B Hacrosiiee Bpemst B Poccuu JimiieH3MpoBaHbI 2 JieKap-
CTBEHHBIX TTperiapara Juis JedeHus1 6one3nn Padbpu: arai-
crupasa anbda (Permaran) m arancumasa 6eta (Pabdpasum).
O6a npenapara nojydeHbl TeHHO-UHXXEHEPHBIM CIIOCOOOM,
OITHAKO pa3INvaroTCs TEXHOJIOTUEN MPOU3BOICTBA (MCITONb-
3YIOTCSI pa3HbIe KJIETOUHBIC IMHUU-TIPOIYLIEHTBI PEKOMOU -
HaHTHOM anbda-ragakTo3uaasbl A), UTO 0OYCIOBINBAET
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pasHble peXXUMBbI JO3UPOBaHUs. Arajicuaasza aabha mpous-
BOMIUTCS Ha JIMHUU KJIETOK YeJIOBEKa, arajiciasy 0eTa rmojy-
yaroT MeTooM pekoMouHaHTHOM JIHK ¢ ucnons3oBanveM
KYJBTYPBI KJIETOK SIMUHMKA KUTAHCKOro Xomsiuka [36, 37].
PexoMeHnaoBaHHbIe 1036l arajicuaasbl ajibda (Peraran)
n arajcunassel 6eta (Padpasum) coctassror 0,2 1 1 Mr/Kr
Macchl Tena 1 pa3 B 2 Hell COOTBETCTBEHHO U SIBJISIFOTCST Te-
paTeBTIHUYECKA ONTUMATBHBIMHA TSI KasKIIOTO M3 YKa3aHHBIX
rpernapatoB. JlaHHbIE 03B TTO00PAHBI B XOJIE PETUCTPALI-
OHHBIX KIIMHUYECKNX NCCIIEIOBAHMIA.

PesysTaThl CpaBHUTENIBHBIX KIIMHMYECKUX MCCIIeI0Ba-
HWI, peICTaBJIEHHbBIE B INTEpaType, U TaHHbBIE PeaTbHOM
KJIMHUYECKOU MPaKTUKU I0Ka3asIu, YTO arajicuaasa ajibda
" arajicuaas3a 6eTa B peKOMEHI0BaHHBIX TIPOU3BOIUTEIISIMU
no3ax 0,2 1 1 Mr/Kr Macchl Tejia COOTBETCTBEHHO HE UMEIOT
paznuuuii Mo 3G @MEKTUBHOCTU U MPODIITIO O€30MTaCHOCTH
W SIBJISIIOTCSI TepareBTUYEeCKY 3KBUBAJIEHTHBIMU [18, 57,
60]. I1pu CHIKEHUU TO3MPOBKU arajCuaa3bl CaMOYyBCTBHE
MaLMEeHTOB yXyamaercs [26].

IMamueHTs! ¢ 60e3HBI0 DabpPH TOKHBI TTOTYIATh
3aMECTUTEJIbHYIO TePATINIO MOXU3HEHHO.

Y HekoTopbix OOJILHBIX B OTBET Ha (hepMeHT3aMe-
CTUTEJIbHYIO Tepamnuio BbIpabaThIBAIOTCS aHTHUTENa,
4TO BJIUSIET HA 0€30MaCHOCTh U 3((HEKTUBHOCTD Jeue-
Hus. [1py BBeieHUN arajicunasbl OeTa aHTUTEN BbIpaba-
THIBAETCS OOJIbIIIE, YeM TIPU BBEICHUM arajicuaasbl ajbgda.
IMpu nprMeHeHNM arajicuaas3bl aTbtha He BIpabaThIBaeTCsI
nuMMyHor00yivH E.

3

st neyenus neteit ¢ 6o1e3ubp0 Madbpu MOXKHO MpH-
MeHSTh arajicuaasy oeta [37]. OnHako B HacTosiIee Bpe-
MsI OOJIBIIMHCTBO UCCIIEAOBAHUI TTOCBSIIEHBI JIEYCHUTIO
neTelt arajicuaasoit ajiba, 1 OTMEUYEHbBI MOJIOKUTETbHbIE
pe3yJbTaThl TaKoi Tepanuu [29, 68].

B rocnienHue rogpl pa3BUBalOTCS HOBbIE HATIPABICHMS
B JiedeHnU O60e3Hn Pabpu — reHHas Tepanus 1 Tepanus
Genkamu-1ianepoHamu [63]. Takke IpoBOASATCS UCCIENO-
BaHUs 9GbGEKTUBHOCTA KOMOMHALIMU canocuHa B ¢ Mo-
IUdUIMPOBaHHON albda-N-aleTui-rarakro3aMuHuIa -
3011 [44]. KpoMe Toro, paccMaTpuBaeTcss BO3MOXHOCTb
WCITOJIb30BaHUSI SH3UMHBIX aKTUBAaTOPOB U MOJEKYJI,
BJIMSIOIIMX HAa aKTUBHOCTb reHa GLA [54].

3aknioueHue

JlrarHoCTrKAa ¥ KOMITJIEKCHOE COTTPOBOKIIEHNE TTalln-
€HTOB ¢ 00J1e3HBI0 Pa0OPU TPEOYIOT MYIBTUINCLHUTIUIIHAD-
HOTO TI0/IX0/1a, BKJTIOYAIOIIETO TeHETUYECKOe TECTUPOBa-
HMe, MTHTEPIIPETAINIO TEHETUUECKMX TECTOB, TeHETUUECKOEe
KOHCYJIETUPOBAHUE, JOJITOBPEMEHHOE MOHUTOPUPOBAHUE
CUMIITOMOB 3a00JIeBaHUsI, BEIPAOOTKY peKOMEHIAINA
M0 JISYEHUI0, KOOPAUHALIUIO Tepanuu [45].

[ToBbIlIIeHNE OCBETOMIIEHHOCTH O CUMIITOMAaX 00J1e3-
a1 Dabpu B MiTafiecHYECTBE, IETCTBE, TTOJPOCTKOBOM BO3-
pacTe CItocoOCTBYET paHHEl TMAarHOCTUKE U Ha3HAUYEHUTO
MaTOTEHETUYECKOM (hepMEeHT3aMECTUTENIbHOM Teparuu
M TEM CaMbIM ITOMOTAET M30€KaTh TSKEJTBIX TTPOSIBJICHUM
MpOrpeccupoBaHus 60J1e3HU [56].
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Mymauuu B reie ARX: RnuHuyeckue, anekmpo3axyecanorpajpuuecrue
U HeilpoBu3yanusayuoHHbie ocobeHHocmu y 3 nayueHmos

1.B. UBanosa!, K.JIO. Myxun!> 2, O.A. ITsunaesal> 2, M.IO. Bodbuioal: 2, H.E. Kackosal, A.C. ITeTpyxun?
1000 «HMucmumym demckoii Heéponoeuu u snusencuu um. Cesmumens: JIyku»;
Poccus, 108840 Mockea, Tpouuk, ya. Haeopuas, 5;
2000 «Hnemumym demckoii u 83pocaoii nesponoeuu u snusencuu um. Cesmumens JIyku»;
Poccus, 119579 Mockea, ya. Akademuxa Anoxuna, 9

Konmaxmeot: Upuna Bukmoposna Heanosa driraivanova @gmail.com

Ten ARX (Aristaless-related homeobox) omuocumcs Kk cemeiicmay 2o0Me000KCHbIX 2eHO8 NAPHO20 MUNA U U2PAem BAICHYIO POLb 8 IMOPUO-
HAAHOM pa38umuu, 0COOCHHO 6 pa3gumuu 201081020 Mosea. Mymayuu ¢ eene ARX 0emoHCmpupyom 3HauumenvHy 6Hympu- U mejcce-
MEUHYI0 NACUOMPONUIO 8 COYEMAHUU C 2EHEMUYECKOLl 2eMePOLeHHOCHIbIO U 8bI3bIBAIOM WUPOKULL cneKkmp 3a001eganuil. OHU NPOSASIOMCS
4 OCHOBHBIMU KAUHUMECKUMU NPUSHAKAMU: PAZAUMHBIMU AHOMAAUSMU PA3GUMUSL 20108H020 MO32a U NOAOBbIX OP2AH08, SNUACNCUeH U YMCH-
8eHHOL omcmanocmoro. Aemoput npedcmagnsrom 3 coOCMEeHHbIX KAUHUYECKUX HAON00eHUs: 0e80UKU ¢ OyNAUKAUUell Ha KOPOMKOM nie4e
X-xpomocomot (Xp11.22-p22.33), exnouarouseii eervt ARX u CDKLS; desouku u manvuuxa ¢ He OnUCAHHOIU panee MUCCeHC-Mymauuell 6 2eHe
ARX (chrX:25031522C>A), npusodaueii k 3amene amunokuciomot ¢ 197-it nosuyuu 6eaxa (p. Gly197Val, NM_139058.2). Bo écex cayua-
AX HAOA0aNUCy MANCeNas PehPAKMEPHAs. K MePAnuU SNUACNCUSL U 3A0epIcKa NCUXOMOMOPHO20 PA3GUMUSL PA3HOU CIMeNneHU MANCeCmu.
Y nayuenmog ¢ muccenc-mymauueil Obiau 8bis64eHbl 08ULAMENbHbIE HADYUWCHUS 6 8Ude CMePeomUNHbIX 08UNCeHUll (VY 0e80UKlL), XOpeo-
amemosa u JucmoHu4eckux amak (y maivyuka). Y ecex nayuenmos ommeueHvl UsMeHeHUs Ha INeKmMpodHyedharoepamme, 3HaHUMble U3-
MEHeHUS npu HeUposusyaiuzayuy omcymemeogaiu. ONUCaHHble CAYHAU PACUUPSION KAUHUMECKUD CHeKmpP NPOAGACHUI MYMAUULL 6 2eHe
ARX.

Karoueevie caosa: een ARX, oynaukayus, mucceHc-mymauus, SnUAencusl, yMCmeeHHAas 0mcmanocms, 0eueamenvHble HapyuleHus

DOI: 10.17650/2073-8803-2017-12-3-58-67

MUTATIONS IN THE ARX GENE: CLINICAL, ELECTROENCEPHALOGRAPHIC AND NEUROIMAGING
FEATURES IN 3 PATIENTS

LV, Ivanoval, K. Yu. Mukhin', O.A. Pylaeva®, M. Yu. Bobylova®, N.E. Kvaskova®, A.S. Petrukhin®
1Svt. Luka’s Institute of Child Neurology and Epilepsy; 5 Nagornaya St., Troitsk, Moscow 108840, Russia;
28vt. Luka’s Institute of Child and Adult Neurology and Epilepsy; 9 Akademika Anokhina St., Moscow 119579, Russia

The Aristaless-related homeobox (ARX) gene is a member of the paired-type homeodomain transcription factor family with critical roles
in embryonic development, particularly in the developing brain. Mutations in ARX gene demonstrate striking intra- and interfamilial pleio-
tropy together with genetic heterogeneity and lead to a broad spectrum of diseases. They give rise to 4 key phenotypic features: a different
types of brain malformation, abnormal genitalia, epilepsy and intellectual disability. Authors present 3 clinical cases: a girl with duplica-
tion on the short arm of X-chromosome (Xp11.22-p22.33), which include genes ARX and CDKLY5; a girl and a boy with a missense muta-
tion in ARX gene that have not been previously described (chrX:25031522C>A), causes the substitution of an amino acid in the 197 protein
position (p.Gly197Val, NM_139058.2). All patients suffer from severe epilepsy, that is refractory to antiepileptic drugs, and all of them
have different degrees of psychomotor delay. The patients with missense mutation also have movement disorders: stereotypic movements
in the girl and choreoathetosis and dystonia in the boy. Electroencephalographic abnormalities have been identified in all patients, and
there were not significant abnormalities on magnetic resonance imaging in all cases. The described cases broaden the clinical spectrum
of mutations in ARX gene.

Key words: ARX gene, duplication, missense-mutation, epilepsy, intellectual disability, movement disorders

BeeneHue
X-cuennaeHHblil reH ARX (Aristaless-related homeo-

C TOMEOOOKCHBIM TeHOM A/ Ap030(h Wb, KOAUPYIOLIUM
OMHOMMEHHBIN Oenok [17]. YenoBedyeckuit opTosIOr ObLT

box) (kon B 6aze GenBank — NM_139058.2, xon B 6a-
3¢ naHHbix OMIM (Online Mendelian Inheritance in
Man) — 300 382) O6bLT BIiepBbI€ BBISIBIICH 1 OMIACAH Y PBIO
Buna anuo-pepuo (n1at. Danio rerio) n MbIlIEN U TTOJTY-
YWJT CBOE Ha3BaHUeE Oyaronapsi CTpyKTypPHOMY CXOJICTBY

onucaH B 2002 r. P. Stromme u coast. [25]. [eH kapTu-
POBaH Ha KOPOTKOM I1jiedye X-XpOMOCOMBI B TTOJIOKEHU U
21.3 1 3aHMMAaET TeHOMHYI0 00JIaCTh pa3MepoM TIpUMep-
Ho 12,5 K6, ero reHomHble koopauHaTel (GRCh38) —
X:25,003,693—-25,015,947 [ 10, 23].
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TeH ARX cocTouT 13 5 KOAUPYIOLIUX 9K30HOB U OTHO-
CUTCS K CEMENCTBY TOMEOOOKCHBIX T€HOB MapHOTO THUIIA,
KOTOpBIE TPOSIBIISIOT CBOIO aKTUBHOCTh BO BpEeMSsI paH-
HEro SMOPUOHAJIBLHOTO Pa3BUTHUSI, YIIPABIISIS 00pa3oBa-
HUEM MHOTHUX CTPYKTYp Tesia. B yactHocTH, Genok ARX,
KaK IoJlaraloT UCCIeI0BaTe/ v, y9acTBYeT B pPa3BUTUU
TMOMIXEJyTOYHOU XeJie3bl, CEMEHHUKOB, MO3Ta, MBIIIIII.
B nomxenynouHoit xxenese, SUUKax U CKEJIETHBIX MBIIIIAX
6esiok ARX ydacTByeT B peryJisiiuyu rpouecca auddepeH-
LIMALUU KJIETOK, a B pa3BUBAIOILIEMCS] MO3T€ — B KOHTPOJIE
murpanuu Heiiponos (OMIM 300 382) [4, 25].

benok ARX sBnsiercs akropom TpaHcKkpunuuu. OH
COCTOUT U3 562 aMUHOKKCIIOT U MMEET HECKOJIbKO BaX-
HbIX (pyHKIMOHANBHBIX ToMeHOB: JIHK-cBs3biBatomit
romeonoMeH (aa 328—387), nomeH Aristaless (aa 527—542),
okTarenTu (aa 27—34), IOMEH ¢ BBICOKMM COJIep>KaHUEM
OCTaTKOB KMCJIbIX aMUHOKUCIOT (aa 224—255), 4 mosnu-
ajaHUHOBBIX TpakTa (Alal, aa 100—115; Ala2, aa 144—155;
Ala3 aa 275—281; Ala4, aa 432—440) u 3 mocnenoBarelib-
HOCTHU, HEOOXOoAUMBIE ISl TTonaaaHus GakTopa TpaHC-
kpunuuu B sapo (NLS1, aa 82—89; NLS2, aa 325—332;
NLS3, aa 379—386). Mx ¢hyHKIMY U3BECTHBI JUIIb Yac-
tnuHo. Tak, romeogomMeH sBisiercs JIHK-cBs3piBaommm
U BBIMOJIHSIET POJIb CYIIpeccopa, a IoMeH Aristaless — poJib
akTuBatopa TpaHckpunuuu. [ToHas Onoxummyeckas xa-
paKTEepUCTUKA HOPMAJBHOTO U MyTaHTHOTO Oejika ARX
TpedyeT manbHelero usydenus [10, 17].

HccnenoBaHusi Ha dKCMEPUMEHTATbHBIX MOJECISIX
nokasajiu, 4yto 6e10Kk ARX yyacTByeT B pa3BUTUU BCTa-
BOYHBIX HEPOHOB, MTPOUCXOASIIUX U3 CYOKOPTUKATBHOMN
npoyurdepaTuBHON 30HbI, B ToM yuciie TAMKepruuec-
KMX BCTaBOYHBIX HEPOHOB, KOTOPBIE UTPAIOT BAXKHYIO
poJib B 006paboTke nHdopMauuu. ITokazaHo, 4To pak-
Top TpaHckpuniuu DIx1/2 perynupyer 3Kkcmpeccuio
ARX, a Lhx6 Takke peryiupyer TpaHCKPHIILIAIO T€HOB
ARX n CXCK7. Ten ARX peiicTByeT M Kak cympeccop,
U KaK aKTUBaTOp TpaHCKpuniuu. OH peryaupyeT TpaHC-
KPUMINIO HECKOJIBKUX T€HOB, BKJTIOUasi Apyrue (pakTopbl
TpaHCKpUIINK, Takne Kak Lgx7, Gbx1, Ebf3, Lmol/3/4
1 Shox2, KaxXablii U3 KOTOPbIX UTPAET OMpeneJeHHYIO
poJsib B Iponudepanuu, MUrpauuu U auddepeHuupoB-
K€ BCTaBOUHBIX HelipoHOB. pyrue muiienu ARX, Takue
Kak Cxcr4, KogupyloT pelenTopbl XeMOKUHOB, KOTOPbIE
HEIMOCPEICTBEHHO YYaCTBYIOT B MUTPALlMW BCTABOYHBIX
HEPOHOB BO BpeMs SMOPUOHATBHOTO U PAaHHETO MOCT-
HaTajdbHOTO pa3BuTus. Co3naHue 3KCIePUMEHTATbHBIX
MOJiesiel MO3BOJISIET B MEPCIEKTUBE UCCIEI0BATh U BHE -
PSATh TEXHOJOTUM ISl TECTUPOBAHUS TU(HepeHIIMPOBKU
BCTABOUHBIX HEMPOHOB U pa3padOTKU T€HHOU Tepanmuu
[5,9, 19, 28].

Mytauuu B reHe ARX NposBASIOTCS Y MallMEHTOB
4 OCHOBHBIMM KJIMHUYECKMMU MpU3HAKAMU: Pa3any-
HBIMU aHOMAJIUSIMU Pa3BUTUSI TOJTOBHOIO MO3Ta U IMO-
JIOBBIX OPTaHOB, 3MWIETICUEN U YMCTBEHHOU OTCTaJI0C-
ThiO [7, 12, 27]. YcTaHOBNAEHO, UTO MyTalluu B reHe ARX

3

JEMOHCTPUPYIOT 3HAUUTETbHYIO BHYTPU- U MEXCEMENHYIO

TUIEOTPOIUIO U BBI3BIBAIOT IIUPOKUIA CIIEKTP 3a00J1eBa-

HUK [1 6,7,10, 12—14,22-25, 27], TaKuX Kak:
X-clerieHHas JuccaHLedanus ¢ areHe3uei Mo-
30JIMCTOTO TeJIa U HAPY>XKHBIMU MOJIOBBIMU Opra-
HaMu npoMexytouHoro Tuma (OMIM 300215);

* ruapouedanus C aHOMAJIbHBIM CTPOEHUEM TMOJI0-
BbIX opraHoB (OMIM 300215);

* cunapom Ortaxapa, WIM paHHSS MiIaleHuYecKast
snuJenTUIecKas sHIedarIonaTus ¢ CynpeccuB-
HO-B3PBIBHBIM MAaTTEPHOM Ha 3JIeKTpo3HIEebha-
snorpamme (B39T) (OMIM 308 350);

« cunapom Becta (X-cueruieHHbIe WH(pAHTUIbHbIE
crna3Mbl C YMCTBEHHOM OTCTaJIOCTHIO);

+ X-cueruieHHass MUOKJIOHUYECKas SMUJICTICUS
CO CITACTUYHOCTBIO M YMCTBEHHOI OTCTAJIOCTHIO;

*  cunHapoM [lapTuHrroHa (yMCTBEHHAs OTCTANIOCTb,
atakcus u nuctonus) (OMIM 309 510);

* cunapowm llpayna (BTropuuHass Mukpouedbaius,
YMCTBEHHAas OTCTaIOCTh, ar€He3UsI MO30JUCTO-
TO TeJla U XapaKTePHbIN JUIEBOU nucMopdusm)
(OMIM 300004);

* 00ceccMBHO-KOMITYJIbCUBHOE paccTpoiicTBo [30];

*  X-cleruieHHast yMCTBEHHAs OTCTAJIOCTh U ayTU3M
[12, 13];

s KMHeTHYecKast (IMHaMHUJecKas) arpakcust [6].

Takke B 9KCIEpUMEHTE Ha MbIIIIaX TI0Ka3aHa Pojib My-
Taluu B reHe ARX B BOSHUKHOBEHUU TMITOTAIaMUYECKON
nuchyHKImM [26].

XapakTepHoii yepToii MyTaluii B reHe ARX siBiisieTcst
3HAUYUTEJbHAs BHYTPU- U MEXCEeMelHas mieioTponus
B COYETAHUU C TEHETUUYECKON reTeporeHHocThio [23].
Co BpeMeHU OTKPHITUS reHa ARX MOSIBUIUCH OMUCAHUS
6oustee 100 cemell ¥ M30JIMPOBAHHBIX CTYYaeB HOCUTEIb-
CTBa OKOJI0 59 pa3jIMyHbBIX €ro MyTalnil, OOJBIIMHCTBO
U3 KOTOPBIX SIBJISIIOTCS SKCHAHCUSMU MOJIUaTaHUHOBBIX
TpakToB |10, 23], a Apyrue BapuaHThI BKIIOYAIOT MyTallUH,
HapylIaolKe CIUTACUHT, HOHCEHC- U MUCCEHC-MYTalluu:
JeJeUU, BCTABKU U AYTJIAKALIUH.

ITpuHUIMOMATBbHO BaXKHO pa3nejieHue MyTalllii B re-
He ARX Ha 2 OCHOBHBIE TPYMIIbl B 3aBUCUMOCTU OT HaJIU-
YU WA OTCYTCTBUS MMOPOKA PA3BUTHUS TOJOBHOIO MO3ra
(mucconHuedanus, ruapouedanus, areHe3us MO30JUCTO-
ro Teja, MuKpouedanus, TUIoria3us Mo3Xeuka, aCuM-
MEeTpUYHAasT TTOJMMUKPOTUPHS U TIEPUBEHTPUKYJISIpHAS
y3noBas rereporonusi) [13, 14, 18]. Takke mpociiexu-
BaeTCsl YeTKask KOPPEeasilusl MeXIy TeHOTUTIOM U de-
HoTtunoM [13]: nerkue dopmbl 3ab0JieBaHUS, BKIOYAs
HECUHIPOMAJIbHYI0 YMCTBEHHYIO OTCTAJIOCTh, OOBIYHO
BO3HUKAIOT Mpu dKcnaHcusax B [ u I monmanaHUHOBBIX
TpaKTax U MUCCEHC-MYTaLUsIX, a TSKeJble (POpMBI C TTO-
poKaMM pa3BUTHUS TOJOBHOTO MO3ra — MpPU MyTallUsX,
MOJHOCThIO Hapyliaomux GyHkuuwo oeaka ARX, Ta-
KMX KaK Hapyllaoue CraaliCUHT, HOHCEHC-MYTalluH,
BcTaBKM U aeneuuu |13, 14, 23]. Kpome Toro, HeKOTOpblie
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HYKJICOTUIHBIE 3aMEHBI, BBI3BIBAIOIINE OIpPeaeIeHHbIE
HEKOHCEPBAaTUBHbBIE MUCCEHC-MYTAIlUA B TOMEOIOMEHE
M yJyacTKe, MpeallecTBYolIeM JoMeHy Aristaless, mpu-
BOJISIT K TSDKEJION KIMHUYECKOW KapTUHE 3a00JIeBaHMS,
YTO HABOAMT HAa MBICTb O KPUTUUECKOW BaXKHOCTU TAHHBIX
AMUHOKUCJIOTHBIX OCTaTKOB IIJIs (DYHKIITMOHUPOBAHMS
Genka [13, 16, 23].

Hecmotpst Ha 6oJiblyI0 BapruabeabHOCTh 3a00/1eBa-
HUI, CLIETITICHHBIX C MyTallUsIMU B TeHe ARX, vaiiie npyrux
BCTpeYaroTCs aNujienTuIeckre cuHapomel Becra n Ora-
xapa. [lokazaHo, uyTo abeppanuu B reHe ARX cocTaBsIIOT
5,2 % BCcex TeHeTUIECKUX MTPUUMH PAHHUX STUJICTITHYEC-
KMX sHIedanmonaTuii 1 X-clenaeHHbIX UHOAHTUIbHBIX
CMa3MOB C YMCTBEHHOM OTCTaJOCTbIO Y MaJIbuMKOB [ 13].
A.K. Kwong 1 coaBT. npe/yioxXuiu o0s13aTeJIbHOE BKITIO-
yeHue myTaiuu reHa ARX HapaBHe ¢ mytauusimu CDKLS5,
KCNQ2, PCDH19, SCNIA, SCN2Awn STXBP1 B peKOMeH-
JIyeMy10 CKPMHUHTOBYIO TTaHE b TIPY SMTUJIETITUIeCKUX SH-
1edaonaTusix HesicHo# aTuosioruu [ 15].

IIpencrapisieM KIMHAYECKUE TaHHBIE, a TAKXKE pe-
3yJIbTaThl AJEKTpodHIIehaTorpaduyeckoro u HeMpoBU-
3yajqn3allMOHHOrO UCCIeNOBaHU 3 MAllMeHTOB C MyTa-
nusaMmu B reHe ARX.

Mamepuanb! U Memofbl

B uccnenoBanue BKIIOUYEHBI 3 MaleHTa ¢ Bepudu-
LIMPOBAaHHBIMU MyTaLIMsIMU B TeHe ARX, HabaonaBIIMecs
B MHCTUTYTE NeTCKOI HEBPOJIOTUU U antuiencuu uM. CBsi-
tutens Jlyku. Bcem mauupeHTaM mpoBOAUIUCH HEBPOJIO-
TUYECKOE U HEHPOIICUXOJIOTMYEeCKOoe 00CIeoBaHNE, BU-
ne0-OD-MOHUTOPUHT € 3aMKChI0 OOAPCTBOBAHUS U CHA
Ha 3JieKTpoaHLedanorpade-aHaauzaTope DDTA-21/26
«<OHUE®AJTAH-131-03» 11-it mogudukauuu («Me-
nukoMm MTJl», Poccust), a Takxke MarHUTHO-PE30HAHC-
Hasg tomorpadus (MPT) ¢ ucnons3oBanueM MP-cuc-
teM Signa Infinity u Discovery MR 450 (GE Healthcare,
CUIA) ¢ HanpsikeHHeM MarHuTHoro 1oJjist 1,5 T mist Bbl-
SIBJICHUSI CTPYKTYPHBIX aHOMaJIA TOJIOBHOTO MO3ra. Mo-
JIEKYJISIPHO-TEHETUYECKOE UCCIEIOBAaHUE ObLTO BBITTOTHE-
HO Ha 0a3e abopatopunu «[erHoMmen» (Mocksa, Poccus)
U BKJTIOYAJTIO KAPUOTUTTMPOBAHUE METOJIOM CPaBHUTEIb-
HOI TEeHOMHOW TUOpUAN3ALIMU, XPOMOCOMHBI MUKPO-
MaTPUYHbBIN aHAJIN3 U TeHETUYECKYIO MTaHesb «Hacieact-
BEHHBIE SMUJICTICUI».

Pesynbmamol
PesynbraThl 00cienoBaHus 3 MAllMEHTOB C MyTallWs -
MU B reHe ARX cyMMUpOBaHBI B TaOJIULIE.

Knunuyeckuii cnyyaii 1

Hayuenmra 3. M., 2 200a 9 mec, Habarwdaemces ¢ du-
ACHO30M «eeHemu4eckas QoKanrbHas INUNENCUsL, 3A0ePuCKa
nCUXOMOMOPHO20 pazeumus». Pebenok om 1-ii 6epemen-
Hocmu, npomekxaguiell 6e3 0cobeHHOCmell, CPOUHBIX CAMO-
CcMosimenbHbix podos, macca meaa npu poxcoeruu — 2790 e,

3

ouenka no wikane Aneap — 8/9 6anrnos. Pannee pazeumue
¢ 3a0epickoli, komopas cmana 3amemuolil ¢ 4 mec. Pebenok
X00um camocmosmensHo ¢ 2 nem.

Jlebrom snunencuu 6 éozpacme 11 mec, Ha gone auxo-
paodku. Tlpucmynst éepcushbie, ceMukioHueckue (npeumy-
uecmeenHo caeea, Ho 1 paz cnpaea) u Ousamepanvhvie mo-
HUKO-KAOHU"ecKue (¢ npeobaadanuem cieea), 6 psoe cayuaes
conpogocoaromesi mowHomoii, pgomoii. Toavko 3 npucmyna
ObLAU (hebpUNbHBIMU, OCIANbHBIE BO3HUKAAU NPU HOPMANLHOU
memnepamype. DebpunbHvle ceMUKAOHUYECKUE NPUCTYNbL
npodonycanuce 0o 40 MuH u Kynupoganucs nocie 66e0eHus
duazenama. Yacmoma npucmynos — om 4 pas 6 detw 0o 1 paza
6 1—2 mec. Bceeo 3apecucmpuposano 9 npucmynos.

Tayuenmka noayuana npenapamot 6aabnpoesoil KUCA0-
mol 8 MOHOMepanuu 6e3 dghekma u 6 KOMOUHAUUU C 1e6e-
Mmupauemamom ¢ nOA0ICUMENbHbIM IPpekmom (pemuccus
6 meuenue 6 mec). Peyuoueé 6 éospacme 1,5 eoda. B neepo-
A02UMECKOM CIAmyce: MblULeYHAsl 2UNOMOHUS, BbIPANICCHHAS
amakcus. Konmaxmy docmynna, HeKomopsie UHCMPYKYUl
evinoansem. Ha momenm ocmompa peus nenemmuas, 2060pum
HecKobKo c1068. Budeo-29T-monumopune ¢ 6xawoueruem
cHa (8 6ospacme 1,5 200a): 6o3pacmuas Hopma. Bnusenmu-
GopmMHas aKMuHOCMb OMCYymcmeyem, Namon0eu4eckKux
Gopm axmusnocmu ne 3apeeucmpuposano. Budeo-231-mo-
Humopute 6 dunamure (6 éospacme 2 2oda 9 mec): ocHoO8HAS
aKmuenHocms YoHa coomeemcmeayem 803pAcmuoil Hopme;
80 CHe BblABAAIOMCSL INU300bL NEPUOOUHECKO20 PecUOHANb-
HO20 3amedneHus: mema-o0uanasona 8 npagoii 100HO-8UCOH -
HOU 0baacmu, 3apecucmpuposana peeuoHaNbHas SnUlenmu-
dopmHas akmusHocme 8 NPABOIl BUCOYHO-A00HOU U 16Ol
N100H0-UeHmpanvHoll oonacmsax (puc. 1). MPT: 6e3 3nauumbix
UBMEHeHUI CIMPYKMYpPbl 20108H020 MO32d.

Ilpu kKapuomunupoganuu memooom cpagHUMeAbHOU
2eHOMHOIL 2ubOpudu3ayUY 8bi6AeHA OYNAUKAYUSL HA KOPOM -
Kom naeve X-xpomocomol (Xp11.22-p22.33). Jlannuiii pecuon
sxarouaem eervl ARX u CDKLS.

Rnunuyeckuii cnyyaii 2

Ilauyuenmra E.Q., 7 nem. Habawodaemces ¢ duaeHo3om
«eeHemu4eckas (oKaibHas dNUAENCUS C OAUMENbHbIMU
ouramepanvHbiMu MOHUKO-KAOHUMECKUMU NPUCMYNAMU,
3a0epiucKa NCUXoMomopHoeo pazeumust». Pebenok om 2-ii be-
PeMeHHOCMU, NPOmeKasuiell ¢ XpOHUHecKol HYMpuympoo-
Holl eunokcuei, 2-x podoe (1-e podvt — manvuuk, 300p08) ny-
mem naaHo80eo Kecapesa ceveHus (pyobey Ha mamke) Ha 38-ii
Hedene, macca meaa npu poxcoeruu — 2750 e. 3akpuuana
cpazy, 00HaKoO 3amem NPOU3OUIAA OCIAHOBKA ObIXAHUS,
U NPoBOOUAACH UCKYCCMBEHHASI BEHMUNAYUS NECKUX 8 me-
uenue 12 u. Pannee paszsumue 0o 3 mec 6bi10 HOPMAAbHBIM.
Ilocae debroma snunencuu cmana pazeueamscs ¢ 3a0epiuc-
Koli: nepesopauusaemcsi ¢ 6 mec, cudum c 1 eoda, xooum
¢ 2 nem 2 mec. Ilpu ocmompe 8vis615emest CUHOAKMUAUS
Ha pyKax u Hoeax (maxasi jyce CUHOAKmMuaus Habaooaemcs
y 6pama u npababywku npobanoa). Yacmoie cmepeomun-
Hble 08UdICEHUs 8 8U0e 83MAX08 U XA0NK08 PYKAMU U HO2aMU,
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Puc. 1. lMayuenmia 3.M., 2 co0a 9 mec. Ppaemenmol 3neKmpodnHyedhanoepammol, NoAYHeHHOU npu udeo-I3-monumopunee cHa: snurenmugopmuas
AKMUBHOCMYb 8 CHPYKMYpe NepUoOU1ecKoe0 PecuoHanbHO20 3aMedAeHusl 8 NPasoil N00HO-8UCOUHOI 00AacmU

Fig. 1. Patient E.M., 2 years and 9 months. Fragments of the electroencephalogram obtained during video- EEG monitoring during sleep: epileptiform activity
within a regional periodic deceleration in the right frontotemporal area

HeMOMUBUpo8anuwlii cmex. B neeponoeuveckom cmamyce: Jebrom snunencuu 6 eozpacme 3 mec. [lpucmynsvr dua-
0e3 ouaeoeoll cumnmomamuku. Buipayxcennas 3adepyucka  aenmuueckue, cUMMemMpPU4Hble AKCUAAbHbIE MOHUYECKUE
ncuxopeueso2o pazeumus. Aymucmuueckue yepmol 6 noge- U OusamepasbHvle MOHUKO-KAOHUHecKue. Yacmoe 603-
OeHu. HUKHOBEHUE SNUACNMUHECK020 CIamyca OUAamepaibHbx
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Puc. 2. llayuenmra E.O. Juaeno3: eenemutecias gokanbHas snunencusi ¢ OAumensHvIMu OuramepanbHbiMu MOHUKO-KAOHUMECKUMU NPUCMYNAMU, 3a0epiicKa
NCUXOMOMOPHORO pazeumusi. Inexmpodnyeanroepamma cHa, ebinoaneHHas 6 4 eoda (a) u 6 aem (6): pecucmpupyemcs snurenmuopmHas AKmMuUeHOCMb
8 NPABbIX U Ne8bIX NOOHO-UEHMPANbHBIX OMEEOCHUSX, N0 MOPHOA0UU COOMEEMCMBYIUAS 000OPOKA1ECMEEHHbIM INUACNMUPOPMHBIM NAMMEPHAM 0emcmed
Fig. 2. Patient E.O. Diagnosis: hereditary focal epilepsy with long-lasting bilateral tonic-clonic seizures, delay of psycho-speech development. Electroencepha-
logram during sleep at the age of 4 (a) and 6 (b) years: epileptiform activity (with morphologic features of benign epileptiform discharges of childhood) is registered
in the right and left frontocentral leads
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Puc. 3. Cxemamuunoe uzobpaxcenue muccenc-mymauuu 6 eehe ARX y nayuenmos E.O. u A.b.

Fig. 3. Scheme of missense mutation in the ARX gene in patients E.O. and A.B.

MOHUKO-KAOHUMecKUX npucmynog. [lepsonauanvro wacmoma
npucmynosé cocmasasina om 1 do 4 paz 6 deuv, Ho Ha hone
mepanuu ymenvuiuaacs 0o 1 paza ¢ 1—2 mec.

Toayuana npenapamot 6a16npoesoil KUCAOMbL C BPEMEH -
HbIM NOA0XHCUMEAbHBIM dpghekmom (pemuccusi bonee 2oda).
B 6o3pacme 2 eoda 2 mec — peyudus. Takce npunumana
oKcKapbasenum, regemupayemam, gueadbamput, monupa-
mam, pyghunamuo — be3 cyuwecmeennozo sgpgpexma. Buodeo-
DB -monumopune 6 sozpacme 3 u 4 eoda: OCHOBHASL AKMUE-
HOCMb COOMEeMCcmeayem 603pacmy, ¢ SNU300aMU YMEPEHH020
mema-3ameodnenus. Pecucmpupyemcs snusenmugopmuas
aKmugHoCmb NO Muny 000poKauecmeeHHbiX INUAenmu -
gopmuvix nammepnos demcmea (ABI1) no npasoim u se-
8bIM NOOHO-UECHMPANLHBIM OMBEOeHUIM He3a8UCUMO, C HA-
pacmanuem 8o che, HO 6e3 dughghyznoeo pacnpocmpanenus
(puc. 2a). Budeo-BII-monumopune 6 6o3pacme 6 nem:
ompuyamenvHas OUHAMUKA 8 8UOE YMEPEHH020 3aMe0NeHUS
OCHOBHOU AKMUBHOCU (POHA, NOSBACHUS NEPUOOUHECKO20
PECUOHANbHO0 3aMedaeHUs deabma- U mema-0uana3ona
8 Npaesoll u 1e6oll N00HO-UEeHMPANbHO-BUCOUHBIX 001ACMAX
He3zasucumo, a makice obugponmanvHo. Pecucmpupyemcs
INUNENMUDOPMHAS AKMUBHOCMb 80 CHe, 8 NeB0ll N00HO-
UYEHMPANbHO-8UCOHHOLL, NPABOIL N0OHO-UEHMPANbHOIL, 1€60LL
U npasoil 3amolA0HHOU 00AACMAX HE3ABUCUMO, a MAKICe
8 gude OUPPOHMO-UEHMPANbHO-MEMNOPANbHBIX PA3PA008
(puc. 26). MPT: nopma.

Ilpu cexeenuposanuu («Hesposocuueckas naHeab»)
Bbls6ACHA paHee He ONUCAHHAS 2emepo3UueomHas Myma-
yus 60 2-m ak3ore eena ARX (chrX:25031522C>A), npu-
600suLaA K 3ameHe amuHokuciomsl 6 197-ii noszuyuu 6eaxa
(p. Gly197Val, NM_139058.2) (puc. 3). Mymauus e 3ape-
2UCMPUPOBAHA 8 KOHMPOAbHBIX 8bloopKax « 1000 eenomoe»,
ESP6500u ExAC. Takoce y nauuenmsu 8bia6aeHa Mymauyus
6 eene CD96. Mymauuu 6 0aHHOM 2eHe ONUCAHbL Y NAUUEH-
mog ¢ C-cundpomom (mpueonouegparusi Onuya), Haubonee
NOCMOSIHHbIM NPUBHAKOM KOMOPO20 AGASeMCs MPUOHOUe-
thanus, eoznukarowan y ecex 6oavHuix. Tlockoavky y nayu-
eHmMKU Hem mpueoHoyearuu, OaHHA Mymayus, no eceli
8epOAMHOCIMU, He UMeem KAUHUYEeCKOU 3HaYUMOCMU.

Rnunuyeckuii cnyyaii 3

Ilayuenm A.b., 1 200 9 mec. uaenos: eenemuueckas
okanvhas snunencus, 3a0epiucKa NCUXOMOMOPHO20 PA3BU-
mus. Pebenokx om I-it 6epemennocmu, npomexasueil ¢ yepo-
3001 npepvieanus 8 I mpumecmpe, 1-x pooog, 0CA0HNCHUBUIUX-
¢ eunoKcuell n100a U SKCMpeHHbIM KeCapegbiM ceueHuemM.
B meuenue 1-e0 mecsya scuznu coxpansncs cuHOpom yeHe-
meHust (COHAUBOCMb, BAAOCHb, NAPEHMEPANbHOE NUMAHUE).
Pannee pazsumue c evipasicentoll 3a0epiuckoil dgueamenbHo-
20 U NCUXUHECK020 PA3BUMUSL C POACOCHUS.

Jlebrom snunencuu 6 éospacme 2,5 mec. Ilpucmynot ep-
CUBHbIE, AYMOMOMOPHbBLE C OPOANUMEHMAPHBIMU ABIMOMAMU3-
Mamu U UNepMOMOPHbIM KOMNOHEHMOM, OAUMEAbHOCINbIO
0o 3 mun. Yacmoma npucmynoe — om 3 do 7 paz 6 mecsiy.

Tpu Hegponoeuueckom 06caedo8anuy 8 HacmMosujee Gpemsi:
8321510 He pukcupyem, anbmepHupyroujee cxo0saueecst Kocoena-
3ue, HUcmaem, OudQy3Has MbleyHas 2UNOMOHUSL, XOPeoamemos,
ducmonuueckue amaxu. 10108y He depocum, He nepesopayuea-
emcs. [losviuennas wyecmeumenbHoCms NpU NPUKOCHOBEHUU
K 20108e, DYKaM: 803HUKAem NAa4, IKCIMEH30PHAsL PUSUOHOCTD.
Taxorce cmpadaem eacmpoa3oghazeansHoll peqioKcHOLL D0AE3HbIO.
Budeo- 23T -monumopure: 0CHO8HOIL pumm coomeemcmeyem 603-
PACMHOLL HOpMe, pecucmpupyemcs NEPUOOUHECKoe PecOHANbHOEe
mema- u denvma-3ameodneHue 6 Npasoil U Ne6oil UCOHHO-MEeMeH-
HO-3amblA04HOI U NPABOLL NOOHO-UEHMPANbHO-MEMEHHOLL 00-
aacmsx. Boisaeasiemes snunenmugopmuas akmusHocms 60 cHe,
6 cmpyKmype 3aMe0NeHUsl, HUSKUM UHOCKCOM 6 8U0e HUZKOAM-
RAUMYOHBIX OCIIPBIX B0H, KOMNAEKCO8 NUK—BOAHA, OCHPAs—
MeOnNeHHAs BOAHA 8 AeBOll BUCOUHO-3AMbIAOYHOL 00aacmu.
3apeaucmpuposar (hoKanbHbLIl aAymMOMOMOPHbLL NPUCMyn (¢ 0po-
ANUMEHMAPHBIMU ABMOMAMUIMAMU U 2UNEPMOMOPHBIM KOMNO-
HeHmoM) ¢ Nepexo0om 8 NPagoOCMOPOHHULL BEPCUBHBLLL NPUCYH,
UCXOOSU4UIL, BEPOSIMHEE BCe20, U3 NPABOLL BUCOHHO-3AMbLIOYHO-Ie-
MmenHoi ooracmu. MPT: 3nauumbix cmpyKmypHbIX HApYUEeHULL
8 20108HOM MO32€ HE BbISBAEHO.

IIpu XxpomocomHom MUKPOMAMPUYHOM AHAAU3E BbISIG-
AeHA He ONUCAHHAS PAHee 2eMU3ULOMHAs MYMAayus 60 2-M
ax30one eena ARX (chrX:25031522C>A). Ta sce mymauus
8blsieAeHa y Mamepu npoobanoa.
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Pesyavmamut o6credosanus 3 nayuenmos ¢ eepuhuyuposanHsimu mymayuamu 6 eene ARX

Results of examination in 3 patients with verified mutations in the ARX gene

Patient

Bospact Ha MOMEHT
WUCCIIEIOBAaHUA
Age upon examination

TTon
Gender

Myrauus
Mutation

IlepuHaTanbHbIN
aHaMHe3
Perinatal anamnesis

Pannee pas3sBUTUE
Early development

DdenoTunuueckmne
0COOEHHOCTU
Phenotypic features

Hesponornueckuii
CTaTyC Ha MOMEHT
0CMOTpa
Neurological status
upon examination

Jpyrve CMMITOMBI
Other symptoms

Bospacr nebrora
SMUJICTICUN
Age of epilepsy onset

E. M.

2 rona 9 mec
2 years and 9 months

2Kenckuit
Female

Jlyraukanuysi Ha KOpOTKOM
Tieye X-XpoMOCOMBI
(Xp11.22-p22.33), BKIIIOYA-
totast reHsl ARX u CDKLS5
Duplication of the short arm
of the X chromosome
(Xp11.22-p22.33), involving
the ARX and CDKLS5 genes

He otsiromen
‘Within the norm

J1o 4 Mec 110 BO3pacTy, 3aTeM
C 3a/1epKKOM
Within the norm up to the age
of 4 months, then with a delay

be3 ocobenHOCTEI
None

BoipaxkeHHas atakcus,
nuddy3Has MbIeyHast
TUITOTOHUSA
Pronounced ataxia, diffuse
muscular hypotonia

BoipaxkeHHas 3aaepxkKka
TICUXOPEYEBOTO Pa3BUTUS
Significant delay of psycho-
speech development

11 mec
11 months

7 net
7 years

Kenckuit
Female

TeTepo3urorHasi MUCCEHC-MyTaLMs
BO 2-M 3K30He TeHa ARX
(chrX:25031522C>A)
Heterozygous missense mutation in exon
2 of the ARX gene (chrX:25031522C>A)

Tunokcrnyecku-uiieMuyeckast
9HILEedanonaTus, UCKyCCTBEHHAs
BEHTUJISILIVSE JIETKUX B TeUeHue 12 9
Hypoxic-ischemic encephalopathy,
artificial pulmonary ventilation during
12 hours

o 3 mec 1o Bo3pacTy, 3aTeM
C 3a/1epKKO
Within the norm up to the age
of 3 months, then with a delay

CUHIAKTWINS Ha pyKax U HOTax
Syndactyly of hands and feet

be3 oyaroBoit cMMITOMaTUKHI
Without focal symptoms

Tsaxenast 3aZICpKKa IMICUXopeucBoro

pa3BuTusi. CTepeoTUITHbIE IBUXE-
HUS B BUJE B3MaXOB U XJIONKOB

PpyKaMu 1 HOraMu, HEMOTUBUPOBAH-

HBII1 cMeX. DJIEMEHTHI ayTUCTUYE-
CKOro INToBE€ACHUA
Severe delay of psycho-speech
development. Stereotyped movements
(hands and feet waving, clapping),
unmotivated laughter. Elements of
autistic-like behavior

3 Mec
3 months

A. B.

1 ron 9 mec
1 year and 9 months

Myxckoit
Male

TemMu3urorHasi MUCCEHC-MyTaLUs
BO 2-M 3K30He TeHa ARX
(chrX:25031522C>A)
Hemizygous missense mutation in exon 2
of the ARX gene (chrX:25031522C>A)

Inmoxkcnyecku-mieMmuIeckast SHIe-
ajonaTus, CHHIPOM YTHETEHUS
Hypoxic-ischemic encephalopathy,
suppression syndrome

BoipaxkeHHas 3aepkka mcuxoMo-
TOPHOTO Pa3BUTHUS C POXKICHUS
Significant delay of psychomotor
development since birth

Bbe3 ocobenHOCTEI
None

Barsin He pukcupyet, aabrepHUpY-
IOLLIEeE CXOMAIIEecsd Kocornasue,
HucTtarM, 1uddy3Has MplilieyHast
TUIIOTOHUSI, XOPEOATETO3, AUCTOHU-
yeckure aTaku. [0JI0By He IEPKMT,
He nepeBopaurBaeTcs. HapyieHnue
Ta30BbIX (QPYHKIIUI IO LIEHTPATbHO-
MYy TUITY
The patient does not fix his eyes, has
alternating convergent strabismus,
nystagmus, diffuse muscular hypotonia,
choreoathetosis, dystonic attacks. He does
not hold up the head, does not turn over.
Impaired pelvic functions (central type)

Tsxenast 3amepxkKa MCUXOPEYeBOTO
pa3Butus. [ToBbIIIEHHASI YYBCTBU-
TEJIBHOCTH IIPU IIPUKOCHOBEHUU
K FOJIOBE, pyKaM: BO3HUKAET ILIaY,
9KCTEH30pHAsI PUTUIIHOCTh
Severe delay of psycho-speech
development. Increased tactile sensitivity
when touching the head or hands: crying,
extensor rigidity

2,5 mec
2.5 months
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Patient

Tun npucrymnon
Type of seizures

YacroTa npucTymnon
B 1e0I0TE

Frequency of seizures
at the disease onset

AHTUBTIUIETITUYE-
CKUe TIpernaparsl,
3(HEeKTUBHOCTD
Teparnuu
Antiepileptic drugs and
treatment efficacy

YacToTra npucTyIioB
Ha MOMECHT UCCJIC-
JIOBaHUS

Frequency of seizures
upon examination

DJIeKTposHLEedano-
rpadust
Electroencephalo-
graphy

MarHutHo-pe30-
HaHCHasi TOMO-
rpacdus

Magnetic resonance
imaging

E. M.

BepcuBHbIe, TeMUKITIOHUYE-
cKUe, OunaTepaibHble
TOHUKO-KJIOHUYECKUE

Versive, hemiclonic, bilateral
tonic-clonic

Jlo 4 B neHb
Up to 4 seizures a day

IIpenapatbl BajibIIpOEBOIA
KUCJIOTHI + JIEBETUpAalIe-
TaM — pemMuccust 6 mec,
3aTeM peLuanB
Valproic acid + levetiracetam —
remission during 6 months, then
a relapse

B cpenrem 1 B 40 nHeit
On average, 1 seizure in 40 days

B 1,5 roma: OA — Bo3pact-
Hasl HopMma, 06e3 MaToJI0TH -
YEeCKOU MENIEHHOBOJIHOBOW
aKTUBHOCTH U DA.

B 2 rona 9 mec: OA — BO3-
pacTHas HOpMa, BO CHE —
I1P3 B mpaBoii 106HO-BU-
COYHOI1 obactu, DA
B IPaBOii BUCOYHO-JIOOHOI
U JIEBOU JJOOHO-1IEHTPaJIb-
HOI1 00JacTsIX
At the age of 1.5 years:

BA within the age norm,
no pathological slow-wave
activity, no EA.

At the age of 2 years and
9 months: BA within the norm,
PRS in the right frontotemporal
area and EA in the right
temporofrontal and left
frontocentral areas are registered
during sleep

be3 3HauMMbIX U3BMEHEHU I
No significant changes

OxkoHnuanue mabauuybl
End of the table

E. O. A.B.

BepcuBHbie, hoKalbHBIE ayTOMO-
TOPHBIE C OPOATTMMEHTAPHBIMA
aBTOMAaTU3MaMU W TUTIEPMOTOPHBIM
KOMITOHEHTOM
Versive, focal automotor seizures with
oroalimentary automatisms and
a hypermotor component

Junanentuyeckue, CAMMETPUYHbIE
aKkcuaJbHble TOHUYECKUE, OuiaTe-
paJIbHbIE TOHUKO-KJIOHUYECKIE
Dialeptic, symmetric tonic axial, bilateral
tonic-clonic

Ot 1—4 B IeHb, 9aCTO CTaTyCHOE
TEYCHUE
From 1—4 seizures a day, frequent periods
of status epilepticus

Or 3 10 7 B MecsiIL
From 3 to 7 seizures per month

IIpenapaTsl BaIbIpOEBOit KUCIOTHI —
pemuccus 6osiee rofa, 3aTeM peLvInB;
OKCKapOa3ernuH, JeBETUpaLIETaM,
BUrabaTpuH, TOMMpamar, pypuHa-
MuJI — 0e3 CyIleCTBEHHOro 3 eKTa
Valproic acid — remission during more than
a year, then a relapse; oxcarbazepine,
levetiracetam, vigabatrin, topiramate,
rufinamide — no significant effect

JleBeTupariieraM — 6e3 CyIIeCTBEH-

Horo 3¢ dekTa
Levetiracetam — no significant effect

OmuH B 1-2 Mec
One seizure in 1—2 months

Tpu B Mecsix
Three seizures per months

B 3 14 roma: OA — Bo3pacTHast HOpMa,
DA — 100pOKavYeCTBEHHbIE SIUICTITH-
(bopMHBIE TTATTePHBI JAETCTBA I10 Mpa-
BBIM U JIEBBIM JJOOHO-TIEHTPAJIbHBIM
OTBEICHUAM HE3aBUCUMO.

B 6 niet: Teta-3amemnerue OA, TIP3
B MPaBO¥ 1 JIEBO JJOOHO-LIEHTPaJIb-
HO-BMCOYHBIX 00J1aCTSIX HE3aBUCH-
MO, a TaKKe OM(PPOHTATEHO, DA
BO CHE B JIEBOI1 JIOOHO-IIEHTPAJIbHO-
BUCOYHOI, MPaBoil IOOHO-1IEHT-
PaJIbHOM, JIEBOW W TIPABOW 3aThLJIOY-
HOI1 00J1aCTSX HE3aBUCUMO
At the age of 3 and 4 years: BA within
the age norm; EA — benign epileptiform
discharges of childhood are registered
in the right and left frontocentral leads
independently.

At the age of 6 years: theta deceleration
of the BA; PRS is registered in the right
and left frontocentrotemporal areas
independently and in bifrontal leads;
EA is registered during sleep in the left
frontocentrotemporal, right frontocentral,
left and right temporal areas
independently

OA — Bo3pacTHas HopmMma, [1P3
B MPaBO¥i 1 JIEBOW BUCOYHO-TEMEH-
HO-3aThUIOYHOM U TIpaBoi1 IOOHO-
IIEHTPAJIbHO-TEMEHHOU 00JIacTsIX,
DA B JIeBOIl BUCOYHO-3aThIJIOYHOMN
o6sact. PoKaTbHBIN ayTOMOTOP-
HBII MPUCTYT (C OpOATMMEHTAPHBI-
MU aBTOMaTU3MaMU U TUTIEPMOTOP-
HBIM KOMITOHEHTOM) C MEePEeX0a0M
B [IPAaBOCTOPOHHU BEPCUBHBIN
MPUCTYM, UCXOISIIMIA U3 TIPABOU
BUCOYHO-3aTbUIOYHO-TEMEHHOM
obJiactu
BA within the age norm; PRS
is registered in the right and left
temporoparietooccipital and right
frontocentroparietal areas. EA is registered
in the left temporooccipital area. A focal
automotor seizure (with oroalimentary
automatisms and a hypermotor
component) turning into a right-sided
versive seizure originating from the right
temporooccipitoparietal area

be3 3HauMMbIX MIBMEHEHUIT
No significant changes

be3 3HauMMBbIX MIBMEHEHU I
No significant changes

ITlpumenanue. OA — ocnosnas axkmuerocms gora, I1P3 — nepuoduueckoe peeuonansHoe 3amednerue, DA — snurenmugopmHas aKmueHOCb.
Note. BA — background activity, PRS — periodic regional slowing, EA — epileptiform activity.
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OO0ImMMK YepTaMy paHHUX MJTaIeHIeCKUX SHIIeharo-
TTaTUH SIBJISIIOTCS] PE3UCTEHTHBIE K Tepariiy STMWICTITHIeC-
KU TIPUCTYITBI, BBIpaKEHHAs 3a/Iep>KKa IICMXOMOTOPHOTO
pa3BUTHS U, B OOJIBIIMHCTBE CJTydaeB, HEOIAronmpusITHBIN
HEBPOJIOTUYECKUI MTPOTHO3. B ocHOBe anumienTuieckux
aHIIeATIONaTUIl MOTYT JIEXKaTh TMTOPOKU Pa3BUTHUS T'O-
JIOBHOTO MO3Ta, HacJeJCTBEHHbIe HApYIIeHUsT OOMeHa
BEIIECTB W JApYyrue reHetTudeckue anomanuu. OmHaKo
BO MHOTHUX CJTy4yasiXx MPUYKMHY BBIIBUTH HE yaaeTcs |2, 3].

B Hacrosiiieit craTbe NpeaCcTaBIeHO OMUCAHUE UCTOPUIA
00J1e3HU MalMeHTKU O. M. ¢ IymvMKanueil Ha KOpOTKOM
miede X-xpoMocoMbl (Xp11.22-p22.33), BKIItOYarOLIei reHbI
ARX v CDKL5, v natmenToB E. O. u A. B. ¢ MucceHc-myTa-
et B reHe ARX (chrX:25031522C>A), npuBoasuieii K 3a-
MEeHEe aMUHOKUCIIOTHI B 197-i1 mo3uiuu 6enka (p. Gly197Val,
NM_139058.2). laHHag MyTalus He 3aperMcTpupoBaHa
B KOHTPOJIBHBIX BhIGOpKax «1000 reHomoB», ESP6500 11 EXAC.
Kpowme Toro, Ta e MyTaliivs ObUia BbISIBIIEHA y MaTepH Malii-
eHTa A.b. Bce maimeHThl CTpafatoT TSoKeNol pedpakTepHOn
K JISUSHUIO SMIeTICuell ¢ (hoKaJTbHBIMU 1 OMJIaTepaTbHbI-
MU TOHUKO-KJIOHMYECKMMU TTPUCTYIIAMI; Y BCEX TTAIIMEHTOB
HalJmoaeTcs 3anepkka ICUMXOMOTOPHOTO Pa3BUTUS pa3HON
crerneHu Tsokectu. [pu Bueo-D3 1 -MoHUTOpUHTE y 2 maty-
€HTOB BbISIBJIEHA BO3pAaCTHAsI HOpMa, Y | malmeHTa — 3aMel-
JIHe OCHOBHOW aKTUBHOCTH (DOHA, PETMIOHATTbHAST U MYJTb-
TUPETUOHAJIbHAS AITUIeNTH(OPMHAsT aKTUBHOCTh. BaxkHO
OTMETUTb, YTO Y | MAIIMEHTKN KOHCTaTUPOBaHa SMMJICTITH-
(bopMHast aKTUBHOCTB, TI0 MOP(OJIOTHH COOTBETCTBYIOIIIAST
JABIA. D3I'-narrepu ADI1]] Hepeako oTMedaeTcs TIpu re-
HETUYeCKUX (hopMax SIIETICUUA 1 MOXKET CBUICTEILCTBOBATh
0 BPOXIEHHOM HapyIlIEHUU MIPOLIECCOB CO3PEBaHMUs MO3ra
[2]. TTpu HelipoBU3yaTU3aLMK BO BCEX CYYasiX OTCYTCTBYIOT
3HAYMMBIE CTPYKTYPHBIC U3MEHEHUST B MO3TE.

Myrtanuu B reHax CDKLS5 u ARX — u3BecTHast IpuUIu-
Ha SMWJIETICUM C pAHHUM Je0I0TOM U TSDKEJIO YMCTBEHHOM
OTCTAJIOCTBIO y IeTelt 00ouX 1mosoB. [1pu 3TOM B iMTepary-
pe OOJIBIIIMHCTBO ciiyyaeB MyTauuu ARX, accounnpoBaH-
HOW ¢ pa3TMYHBIMU (PeHOTUTIAMU, OTTMCAHBI Y MATTBUYUKOB,
a OOJIBIIIMHCTBO cllyyaeB MyTauuu B reHe CDKLS5 — y neBo-
yek [16, 23]. KanHudeckue MposiBAcHUST 000MX MYTAaIIHiA
XapaKTepU3yIOTCs Pa3BUTHEM SITWICTICUU C PAHHUM Jie-
OIOTOM, TSTKEJION 3aepKKOI TICUXOMOTOPHOTO Pa3BUTHS,
OTCYTCTBUEM PEUM, CTEPEOTUITHBIMU IBIKEHUSIMU B pyKax
[16]. CrenoBarebHO, TEOPETUUECKH, MyTALIMU B 3TUX I'e-
HaX MOTYT OBITh OTBETCTBEHHBI 32 PAa3BUTHE STUJICTICUMN
U 3aJIepXKKY ITICUXOMOTOPHOTO pa3BUTUS y 1-11 manueHT-
k1. OmHaKo KIMHWYECKast KapTUHA Y JAaHHON MallueHTKU
¢ HammuueM (heOpUITbHO-TIPOBOIIMPYEMBIX JUTUTETBHBIX
TeMMKJIOHMYECKUX MIPUCTYTIOB, TIEpBOHAYAILHO HOPMaJTb-
Hble pe3ysabrarhl DDI-KuccaeqoBaHus U MOJ MalMeHTKU

3

B OOJIbIIIEI CTETICHU CBUIETENIBCTBYIOT B ITOJIB3Y MyTallMK
CDKL5 xaK OCHOBHOTO 3THUOJIOTHUYECKOro (hakropa.

CoryacHO JJaHHBIM JIMTEPATYPHI, [UTsI BOSHUKHOBEHMSI
(beHOTUTTMYECKUX UBMEHEHM, B OTJIMumne oT reHoB MECP2
u FMR 1, HenocTaTouHO U30JIMPOBAaHHON MyTaliuy reHa ARX
(myrmukauun). Tak, C. Popovici u coasr. (2014) npeacraBu-
JIX onvcaHue 4 My>X4MH ¢ AyTuiikanueit B rene ARX, pu-
4yeM 2 13 HUX 00J1afajii COXpPaHHBIM MHTEJITIEKTOM. ABTOPBI
TIPUIILTHA K BEIBOY O TOM, UTO, BEPOSITHO, JUTST (heHOTUTTIIE-
CKOTO MPOSIBJIEHUS 320071€BaHNSI HEOOXOIUMO HATMIUE MY-
Tauuu B reHe ARX COBMECTHO C IpyToOii, ellie He UIEHTUMU-
LIMPOBAHHOU XpOMOCOMHOI WJIX TeHHOU aHoManueit [21].

Knununyeckast kaptuHa y naieHToB E. O. u A. b. yetko
OTpaXaeT OMUCAHHBIIA B IUTEpaType MoNIOBOM AuMophusMm [29]
¢ OoJiee TSoKeTbIM TeYeHrEM 3a00J1eBaHus Y MAlEHTOB MYyXK-
CKOTO ToJ1a. DMUIETCHs y 000MX MALMEHTOB MPOTEKAET TShKe-
JI0, OJIHAKO Y MaleHTa A. b. 3HaUuTeTbHO 00JTee BhIpakeHa 3a-
JIepyKKa IICUXOMOTOPHOTO Pa3BUTHsI, HaOoaaeTcst i dysHoe
HapylIeHKE TOHYCA O TUITY TUTIOTOHUU, TSKeJlee BhIPaKeHbI
JBUTaTeNIbHbIC HapyeHust. Y nauueHtky E. O. HabmonatoTes
TOJIBKO CTEPEOTUITHBIE IBUKEHUS B PyKax M HOTaX, a Y MalueH-
Ta A. b. — X0peoareTo3 U IUCTOHNYECKHE aTaKu.

JIBuraTebHble HapyIIEHWs] OMMMCAHBI TIPU HECKOJIb-
KUX MyTalvsx B TeHe ARX — Harpumep, TUCTOHUS B pyKax
npu cuHapome [lapTuHITOHA, 0OYCTOBIEHHOM SKCIaHCUEH
11 nomManaHMHOBOIO TPAKTa, IMCTOHMYECKUIA CTaTyC y 3 3 6
MaJIBYMKOB C CUHIPOMOM MH(AHTUIBHBIX CTTa3MOB U 9KC-
naHcusiMu B | mosmmanaHruHoBOM TpakTe [ 11] v ierkast nucto-
HYS B CEMEUWHBIX CITydasiX C CMUHIPOMHOM M HECUHIPOMHOMN
X-CLEIJIeHHON YMCTBEHHOI OTCTAIOCTBIO, BbI3BAHHOM YacTOi
mytauueit 24-bp Bo 11 monmananrHoBoM Tpakte [13, 20, 25].
G.M. Mirzaa u coast. (2013) onucanu 4 nalMeHToB ¢ IBUTa-
TEJTbHBIMU HAPYILICHUSIMU BCJIENCTBUE 3KciaHcuy | rmosnma-
JIAaHWHOBOTO TpakTa reHa ARX: 2 MaleHTOB C XOpeoaTeTO30M
W IUCKMHE3USIMU, | malMeHTa co CIOHTaHHBIMU JBKEHUSIMU
B pyKax M | MaieHTa ¢ BIepBbIe OMMCAHHON TIPYU MyTaIliK
B JAHHOM I'€He MTApOKCU3MAaTbHOI BEreTaTUBHOM HECTAOWITb-
HocThio U auctoHuel (PAID-cunapomom) [16].

Taxke obpalaeT Ha cebsi BHUMaHUe HaJIMUKe O1McaH-
HOW B CTaThe MUCCEHC-MYTAIIMK Yy MaTepu maienTa A. b.,
KOTOpasi He CTPpasiaeT MUJIeTICUE U UMeeT HOPMaTbHBIN
WHTEJUIEKT. B TO Xe BpeMst IeBOYKa C TAaKOM XKe MyTalei
B T€TEPO3UTOTHOM COCTOSTHAM CTPaAaeT SMUJIeTICUei 1 3a-
JIEP>KKOM TICHXOMOTOPHOTO pa3BUTHs. JlaHHBIE pe3ysibTa-
THI TIOATBEPXKIAIOT OMMCAHHYIO B INTEPATYpe 3HAUUTEb-
HYI0 BHYTPU- U MEXCEMEMHYIO TJIEUOTPOIIUIO MyTallMi
B reHe ARX [23]. DTo Takke MOXET ObITh CBI3aHO C TEM,
YTO, KaK MoJIaraloT yueHble, THAKTUBALIMST X-XPOMOCOMBI
Yy MJIEKOMUTAIOLIUX UMEEeT CIydaltHbIi XapakTep [8].

Takum oOpa3oM, OMUCAHHbIC Clydyaud PaCIIUPSIOT
KJIMHWYECKUI CIIEKTP MPOSIBICHUI MyTauuii B reHe ARX.
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YyBamaeMbie Konneru!

Mpbi 6JTaFOI[apI/IM BCCX, KTO ITpUcCjaaJl OTBEThHI Ha BOITPOCHI TCCTOBOI'O KOHTPOJIA, OHY6HI/IKOB3.HHBIC B MpCablAyHIEM

HOMepe Halllero XypHaJia.

npaBI/UIBHLIC OTBCTLI Ha BOITPOCHI TECTOBOI'O KOHTPOJIA, OHY6I[I/IKOB3HHLIC B <<PYCCKOM XypHaJc JIETCKOM HEBPO-

qorum» Ne 2/2017, ctp. 61:

-1 Bonpoc — oTBeT 10;
2-1i BOIpPOC — OTBET 1;

3-ii Bompoc — OTBeT 1;
4-i1 Bonmpoc — OTBeT 7;

5-i1 Borpoc — OTBeT 1;
6-11 Boripoc — oTBeT 1.

CeromHs1 MBI BHOBbD TIpeJiaraeM BaM MIPOBEPUTH CBOM 3HAHUS U OTBETUTH Ha TIPEJIOKEHHBIE BOTIPOCHl. OTBEThI
MpUChLIaiiTe B penakiuio 1o MmouTe uiu e-mail: rjcn@epileptologist.ru.
ITpaBusibHBIE OTBETHI OYAYT OMYOJMKOBAHBI B CJAEAYIOLIEM HOMEpE KypHaJa.

TECTOBbIil KOHTPONb
BuiGepute onrH MpaBUIBHBIN OTBET.

1. Kakue 13 nepeyucjieHHbIX KJIMHAYECKHX CHHIPOMOB MOTYT ObITh
CBSI3aHBI C MyTaIueii B rene ARX?

1. X-cuenneHHas JuccaHiedalns ¢ areHe3ueil Mo30JI1UCTOro
Tesa.

2. IuapansHiedanus ¢ aHOMaJIbHbIM CTPOEHUEM TOJIOBBIX Op-
TaHOB.

3. Cunapom Oraxapa (paHHsIsI MJlaieHUYecKasi SMUJIenTUIec-
Kas sHuedanonaTus ¢ CylnpecCUBHO-B3PbIBHBIM MAaTTEPHOM
Ha aj1eKTpoaHLedanorpamme (331)).

4. Cunmpom Becra (X-cuernneHHble HGAHTWIBHBIE CITa3Mbl
C YMCTBEHHOI OTCTAJIOCTHIO).

5. X-crerieHHast MUOKJIOHWYECKAsT STTWJIETICUST CO CTTAaCTUIHOC-
TBIO M YMCTBEHHOU OTCTAJIOCTHIO.

6. Cunapom ITapTuHrTOHa (YMCTBEHHAs! OTCTAJIOCTh, AaTAKCUSI
W IMCTOHUS).

7. Cunnpowm [payna (BTopuuHasi MUKpotiedaius, yMCTBeHHAsT
OTCTaJIOCTD, aTeHE3UsI MO30JIMCTOTO TeJla U XapaKTePHBII JINIIe-
BOI tUcMOp(du3M).

8. O06ceccUBHO-KOMITYJIBCUBHOE PACCTPOMCTBO.

9. X-cueruieHHast YMCTBEHHAs OTCTATIOCTh U ayTU3M.

10. Kunetnyeckas (IMHaAMUYeCKast) alpakcus.

11. Ponannuueckast snuerncus.

12. FOHo1IecKass MUOKJIOHUYECKas STTUJIETICHSI.

13. FOHommeckast abcaHcHas STUAJICTICHS.

14. Cunnpom [pase.

15. Bce nepeunciieHHbIE CUHAPOMBI.

16. BepHsl Bce, kpome 11.

17. BepHsl Bce, Kpome 12, 13.

18. BepHsl Bce, Kpome 11—14.

I1. Kakue u3 nepeyncieHHbIX KJIMHUYECKUX CHHIPOMOB, CBS3AHHBIX
¢ MyTanueii B rene ARX, BcTpevanTcs HauboJee 4acTo?

1. TunpansHUEedaUs ¢ aHOMAJIBHBIM CTPOCHUEM TTOJIOBBIX OP-
TaHOB.

2. Cunnpom Otaxapa (paHHsSISI MJIaIeHUYECKas SIMICTITUYeCKAsT
3HIIe(haIoNAaThs C CYIPECCUBHO-B3PIBHBIM MTAaTTepHOM Ha DDT).

3. Cunapom Becta (X-cuenieHHble MHGAHTUIBHBIC CTIa3Mbl
C YMCTBEHHOM OTCTAJIOCThIO).

5. X-cuernieHHass MUOKJIOHUUYeCKast STTUICTICUSI CO CTACTUYHOC-
TBHIO Y YMCTBEHHOW OTCTaJIOCTHIO.

4. Cunnpowm IlapTuHrroHa (yMCTBEHHast OTCTAJOCTh, aTaKCHSI
U TUCTOHUSA).

5. Cungpowm Ilpayna (BropruHasi MUKpoluedannsi, yMCTBeHHast
OTCTAJIOCTb, aT€HE3MsT MO30JIMCTOTO TeJla M XapaKTepHBIi JInlie-
BOIi 1MCMOpPGhU3M).

6. O0CcecCUBHO-KOMITYJIbCUBHOE PACCTPOMCTBO.

7. Bce nepeuynciaeHHbIE CUHIPOMBI.

8. BepHbi 2 u 3.

9. BepHbi 4 u 5.

I11. BoJabIMHCTBO ClTy4aeB KIMHUYECKNX CHHIPOMOB, CBSI3AHHbBIX
¢ mytanueii ARX, onucaHbr:

1. Y MaibuuKoOB.

2.V neBoyex.

IV. BoJbIIMHCTBO C/TyYaeB KIMHMYECKHX CHHAPOMOB, CBSI3AHHbBIX
¢ myranueit CDKL5, onucanbl:

1. Y MaibuuKoB.

2.V neBoyex.

V. K kakoii rpynmne 3a00JeBanuii oTHOCHTCs 00.1€3H6 Dadpn?

1. UndexunoHHbie.

2. [Topoku pa3BUTHSI.

3. [TocTTpaBMaTUYECKHUE.

4. TlocnencTBUs TUMOKCUYECKU-UIIEMUYECKOTO MOpaxe-
HUSL.

5. HacneacTBeHHble MeTaboimueckue (00Je3HU HaKOTIe-
HUS).

VI. Tun nacsienoBanus 6oiesnu Dadpu:
1. AyTOCOMHO-IOMMHAHTHBbIA.

2. AyTOCOMHO-PELIECCUBHBIN.

3. X-CleIMJIEHHbII pelieCCUBHBINI.

4. X-clierIeHHbI TOMUHAHTHBIA.






