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DedpunvHble NPUCMYNBL — HAUOOee YACMble NAPOKCUSMANILHBIE COCIMOANUA 8 NeOUAMPULECKOl npaxmuxe
(6cmpeuaromcay 2—5% oemeti C NOBbLUeHUCM HACMOMbL 8 OMOCNBbHLIX 2e0zpaduneckux pezuorax)./Jeorom ¢eo-
PUBHBIX NHUCMYNO8 HAOI00demcs 8 803pacme om 6 mec. 00 5 aem ¢ nuxom deoroma 8 18—22 mecayes Hcu3Hu;
OHU Hawe 6Cmpenaromcs y Marsuurxos. Io onpeoenenuro, peopuissHbIM NPUCMYNIOM HA3bIBAION SNU300 NU/Len-
MUUECKUX PUCMYNOB, BOSHUKAIOUUX Y 0emeli OOUKOIbHOZ0 803pacma npu zunepmepmui, He C6A3AHHOLL C Hell-
poungerxyueii. Pebpunvroie npucnynsL — 000POKaAUecmeeHHbIe, 603DAC-3A8UCUMDBLE, 2eHeMUUECKU OemepPMUHUL-
posannbie coOCmoanus, nPpu KOMOPbIX 20/106HOU MO32 BOCHPUUMHUSE K INUNCHIMULECKUM NPUCIIYRAM, 603HUKAIO-
UM 8 Omeem Ha biICOKYI0 memnepamypy. B bonvuuncmee cryuaes geOpuivHbie nPucmynst — mpansumoprsie
cocmosarusy oemeit OOUKONLHO20 803PACMA, HO MOZYM MAKIHCe BXO0UNDb 8 CMPYKIYD) OMOENIbHbIX SNULenmue-
CKUX CUMOPOMOB. B cmambe Paccmampusaromca 80nPOChL IMUON02UL U namozerne3d, HO30a02Uu4ecKds cneyu-
Punurocms u Kraccupurayua GeoPuiHbIX nPUCHYnos, Kpumepuu OUdzHOCMUKU, mepanesmueckue nooxoost i
PaxmopuL npozro3a.

Knroneeuwre cnoea: (peOpuiivHble NPUCYNIbL, INUAENCUR, KIACCUPUKAUUS, OUAZHOCIUKA, 1eueHue.

Febrile seizures are most frequent paroxysmal states in pediatric practice (occur in 2 to 5% of children with a bigh-
er frequency in certain geographic regions). The onset of febrile seizures is observed at an age from 6 montbs to 5 years
with a peak at 18 to 22 montbs of life; such seizures are more frequent in boys. By definition, a febrile seizure is an
episode of epileptic seizures occurring in preschool children with byperthermia, which is not connected with neuroin-

Jfection. Febrile seizures are benign, age-dependent, genetically determined states, when the brain is sensitive to epilep-
tic seizures, caused by bigh fever. In most cases febrile seizures are transitory states of preschool children, though they
can also be part of distinct epileptic syndromes. The article is devoted (o etiology and pathogenesis, nosological speci-

Jficity and classification of febrile seizures, diagnosis criteria, treatment approaches and prognostic factors.
Key words: febrile seizures, pathogenesis, classification, diagnosis, treatment.

eo6pwibHbIe TpUCTybI (PIT) — Hauboaee
Q)qacnﬂe IMAPOKCU3MAJIBHBIE COCTOSIHUSL B

neguaTpudeckor npaxkruke. @I onpene-
JISIFOTCA KAaK 3MN30/, SIMWICIITHYCCKUX IIPUCTY-
0B, BO3HUKAIOIIMX Y AETEH JOIKOIBHOI'O BO3-
pacra 1pu ruriepTepMuUY, HE CBI3aHHOM C HE-
poundeknyen (Baram T.Z., Shinnar Sh., 2002).
CornmacHo pepunuY, (peOPUIbHBIE IIPUCTY-
IIBI IBJIIIOTCS JOOPOKAYECTBEHHBIM, BO3PACT-34-
BHCHUMBIM, TCHETUYECKU JICTEPMUIHHUPOBAHHBIM
COCTOSIHUEM, IIPU KOTOPOM I'OJIOBHOH MO3I' BOC-
IIPUUMYMUB K SIWIEITUYCCKUM IIPHUCTYIIAM, BO3-
HUKAIOIIUM B OTBET Ha BBICOKYIO TEMIIEPATYPY.
B 60onbmnHCTBE crydaeB PIT mpecTassaioT Co-
OO TPAaH3UTOPHBIE COCTOSIHUSA Yy JETEU N10-
IIKOJIBHOT'O BO3PACTA, HO MOT'YT TAKXKE BXO/IUTH
B CTPYKTYPY OTJEC/IbHBIX SIMWICIITHYCCKUX CHH/I-
pomoB (MyxuH KIO. u coasr., 2008). B HacTos-
1ee BpeMs IPeAIOYTHTEIbHEE TOBOPUTH O «(pe-
OPWIBHBIX IIPUCTYIIAX», 4 HE «(PEOPHIBHBIX CY-
JIOPOrax», TAK KaK B KIMHUYECKOU KAPTUHE JTAH-
HOT'O COCTOSTHHSI MOTYT HAOTIOAThCS HE TOIBKO
CYyJIOPOXKHBIE, HO U OE€CCYJOPOKHBIE ITAPOKCHU3-
MBI (HAIIpUMEpP, JJIUTEIbHBIC ATOHUYECKHE —
cunkononogo6uHeie) (Engel J. Jr., 2001). Cornac-
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HO IIPOeKTy K1accudukanyu 2001 roga, ®IT ot-
HECEHBI B I'PYIITY COCTOSIHUIL, KOTOPBIE HE Tpe-
OyIOT 0O0f3aTENBHOIO JAUATHO32 3SNWJICHCHU
(Engel JJr., 2001). K ®IT HEIb3d OTHOCUTB: AIIH-
JIEITUYECKUE IIPUCTYIIBI, BOZHUKAIOIME Ha (HO-
HE HEHPOUHEEKIUY; CITydaH, Korga apeopuib-
HBbI€ IIPUCTYIILI IPeAmecTBYOT PIT; IPUCTYIILI C
HAJIMYHEM B KJIMHHYECKOM KAPTUHC YCTKUX
CUMIITOMOB CHUMIITOMATHYECKOM SIIHJICIICHH
(Commission on Classification and Terminology,
1989). Uctunnbie OII craexyer OTIigaTs oT pe-
OPWIBHOIIPOBOLIUPYEMBIX IIPUCTYIIOB, KOTOPbBIE
MOT'YT BXOJIUTb B CTPYKTYPY psa (POPM SIIHIETI-
cuM (HanboJsee 4acTo — cugapoma JIpase).
MHOTOYHCIEHHBIE UCCIEAOBAHMS, IIPOBOIM-
MBIE BO BCEM MHUPE, TIOKA3TH, YTO yacToTra PI1 B
JIETCKOH MOITY/ISIIIUN COCTABJISIET, B CPEJHEM,
2-5% (Hauser W.A., 1994). OTMe4u€HA TOBBIIICH-
HadA 4yacTrora BerpedaemMocty DI B OTHeIbHbBIX
reorpadguyeckux peruoHax. Tak, B Anonnun OI1
BcTpeuarorcs y 8,8% nerent (Tsuboi T., 1988), B
Nuapuuy - B 5,1-10,1%, a Ha ocTpoBax OKEAaHUH —
14% perckori nonyysinnu (Hauser WA, 1994).
XapakTepeH BO3PACTHOH HHTEPBAT BO3-
HUKHOBeHUs PII — o1 6 MeC. IO 5 JIeT C IIUKOM
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B 18-22 mecsaues ku3Hu. PeOpUIbHbBIC IIPHU-
CTYIIBI Yallie HAGTI0AAI0TCH Y MATBYHUKOB (60%
ciayuaeB) (Panayiotopoulos, 2005).

JrHonormAa M maroreHe3. BaxHeunniee
3Ha4eHHe B jerepmuHanuu OI1 umeror ciaeny-
o1He (PaAaKTOPbL: T€HETUYECKAsA IPEAPACHO-
JIO’KEHHOCTD, II€PUHATAJBbHAS MATOJOTHUA
I[EHTPATbHON HEPBHOM CUCTEMBI U TUIIEPTEP-
MUsL. BOTBIIMHCTBO YYEHBIX CXO/IATCSI BO MHE-
HHH, 94TO B pa3Butuu PII Beayuyro posab nMe-
IOT reHeTn4eckue (paxkropsl. Ilpeanonaraercsa
BO3MOKHOCTb ayTOCOMHO-PELECCUBHOTIO, ay-
TOCOMHO-JOMUHAHTHOTO C HEIIOJTHOU IIEHET-
PAHTHOCTBIO U IOJHUI'€HHOI'O HACJIECHOBAHUSL.
Kak 1momaraior, reHeTu4ecKass JeTEPMHUHUPO-
BAHHOCTh (MEMOpaHHasA HECTAOUJIbHOCTD)
npu PII obyciaosieHa gedekroM rea 2q23-
24 (Peiffer u coasr., 1999).

P eOpUIbHBIC IIPUCTYIIBI Y POAUTEIIECH IIPO-
O0anga BcTpevyarorcs B 11,4-122% ciaydaes, ay
cubcoB npodanga — 22-27% (Tsuboi T., 1988).
Puck Bo3HuKHOBeHUA y gerer @II 3Hauuren-
HO BO3PACTAET, €CJIU Y UX POJUTEIEN B AHAM-
He3e orMedeHbl PII. ITpu PI1 B aHaMHE3E Y O -
HOT'O W3 POAUTEJIEH PHUCK cocTaBsaeT 20%,
npu PII y oboux poguresiel BEPOATHOCTD
BO3HHUKHOBEHHsI (PEOPUIBHBIX IPHUCTYIIOB Y
aeren gocruraer 55% (Hauser WA, 1994). ¥V
npOO6AHAOB-MYXUYUH pUCK pa3BuTusa PII BbI-
II1€ JUISL CECTEP, Y JKEHIUH — JJIs1 OPATHEB. DM-
UPUYECKUH PUCK UMETBD CIEAYIOMETrO peOeH-
Ka ¢ ®II, ectn oguH yxKe OOJEH, COCTABIISIET
10% (J1.O. bagangaH u coasrt, 1988).

Bonbmoe 3HayeHne B BOSHUKHOBeHUH P11
HMEET IEPHUHATAIBHOE IOBPEXIECHUE TI'0JIO-
BHOT'O MO3ra. ITaTronorusa 6epeMEHHOCTH U PO-
JIOB OTMEYAECTCI B aHAMHe3€ y 22% OOJIbHBIX C
@II, 3aTsDKHBIE pOABI Y 21%, acpukcus — B 7,5%
CJIy4aeB, Tyroe OOBHTHE NYIIOBUHON — 4,3%
(bagaman J1.O. u coaBr., 1988). IIpu 3TOM, IEpU-
HATAJIbHAA IIATOJOTHUS UI'PAET POJIb B BOZHUK-
HOBE€HHM ATUIIUYHBIX (PEOPUIBHBIX IPHUCTY-
OB, 4 TCHETUYECKHUE (DAKTOPBI — TUITNYHBIX.

Co4yeTraHHe T'€HETUYECKUX U IIEPHUHATAIIb-
HBIX (PAKTOPOB COCTAB/ISIET OCHOBY T'MIIOTE3bI
<«BPOKIECHHBIX HAPYIIECHUH CO3PEBAHU MO3Iad»,
€ro (PyHKIIMOHAIbHOM HE3PEJIOCTH; YTO IIPHUBO-
JUT K HAPYIIEHUIO IIPOLIECCOB BO3OYKIECHMUS U
TOPMOZKEHHUS B PA3BUBAIONIEMCS MO3I'€ U JICKUT
B OCHOBE HE TOJIBKO (PEOPHIbHBIX IIPUCTYIIOB,
HO U, KaK IIOJIATaioT, NIUONATHYECKUX (POKAIb-
HbIX (popM snmnencuu (Doose H., 2000).

®eOpUIbHBIE MMPHUCTYIIBI BO3HUKAIOT, KAK
IIPABUWIO, B TECYCHHE NIEPBBIX CYTOK T'HIIEpTEp-
MuH. CTENIeHb IMXOPAJKHU HE SIB/IIETCA OIIpeie-
JromuM (paxkropoM. OgHako y 70% nerei Tem-
neparypa Ha MOMEHT IIPHUCTYHA COCTaBJISAET
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39°C, a B 25% ciydaeB gocruraer 40°C (bagaisia
JL.O. u coaBr., 1988). C HauOOIbIIEN YACTOTOH
®IT maHn@PECTUPYIOT HA (POHE OCTPBIX PECIIU-
PAaTOPHBIX BHUPYCHBIX 3a00JIEBAHUMH, pEXKE —
IIPU KUIIEYHBIX MHEPEKIuAX. C Halen TOYKA
3penus, @I npeacTaBIaoT COOOM aHOMAJb-
Hy10 peakuuio [IHC Ha runepTrepmMHIO y JIeTe C
BPO’KJI€HHBIM HAPYIIEHUEM CO3PEBAHUA MO3-
ra. IToaTBepKAEHUEM ITOMY CIIY>KHUT CIIOHTAH-
HOE€ HMX HCYE3HOBEHHE Yy JETE€H K Havalay
IIKOJIbHOT'O BO3PACTa, TO €CTh K IIEPHOAY «I0-
3peBaHusA» Mo3ra. C Ipyror CTOPOHBL, B TE€X CIIy-
4Jasax, KOIZia IPOLECChl CO3PEBAHUA MO3ra HE
3asepureHsl, @IT TpaHCHOPMUPYIOTCI HANOO-
JIE€ 9aCTO B UAUONATHYECKHUE (DOKAIbHBIE SITH-
JIETICUU C JOOPOKAYECTBEHHBIMH SIIMJICIITH-
(OPMHBIMU MATTEPHAMH JIETCTBA HA DDT. Tak-
JK€ UMEHHO Y zieteri ¢ PIT HepeaKo BCTPEUAeTC s
OJIMH U3 MAPKEPOB HE3PEJIOCTH MO3I'a — TUITHA-
rOru4eCcKas ralepCUHXpoHu3anysa Ha O0I. Ta-
KHUM O0pa30oM, «BPOXKJIEHHOE HapPYIIEHHUE IIPO-
LIECCOB CO3PEBAHUA MO3Ia» NPEINCTABISET CO-
0011 0co60€ MATO(PU3HNOTOTHIECKOE COCTOS-
HUE, IPOSAB/IIONIECECS B KIMHUKE AaHOMAJIbHON
peaknuen Ha runeprepMuio (peépuabHbIE
IIPUCTYIIBL), PA3BUTHEM HJAHUOINATHYECKON (PO-
KAJIbHOM 3MWJIEICHH, 4 Ha DDl — THITHarorunye-
CKOM runepcuHxponusanuen u IDI171,

Kraccnduxanun GeOpuibHbBIX IMPHCTY-
moB. OOIEnpuHATON KIaccupuranuu @eod-
PWIBHBIX IIPUCTYIIOB HE CyluecTsyer. IIpemra-
raercs pa3IndarTb TUIIUYHBIE (IIPOCTBIE) U ATH-
nuyHble (c1oxkHbie) PIT (Baram T.Z., Shinnar
Sh., 2002) (ta6a. 1). Tunumuynseie (1Ipoctbie) PIT
COCTAaBJIHIIOT 75% BCeEX (heOPUIBHBIX CYyAOPOT. B
MO/ABJISIIONIEM OOIBIIMHCTBE CJIy4a€B IIPOCTHIE
®II CaMOCTOATENBHO MPOXOJAT C BO3PACTOM,
TPaHC(POPMHUPYACH B SMWIEIICHUIO JIUIIb B 3-5%
CJTy4aeB, IPUYEM, ITTABHBIM OOPA30M, B UAUOIIA-
TH4eckue (pokanbHble Popmbl (MyxuH KIO. n
COaBT., 2008; Panayiotopoulos C.P., 2005).

Mo npeonazaem creoyrouyto, oonee no-
Y10, CUHOPOMONOZUHECKYIO KAACCUPUKAUUIO
PeopunvrvIx NPUCILYROS.

e TunwuuHble (IpOCTHIE) (PEeOPUIbHBIE IIPU-

CTYIIBL
® ArunuuyHble (CIO0XKHBIE) (PeOpUIbHBIEC

IIPUCTYIIBL.

e luomnatnyeckas 3muwiIencus ¢ peopuib-

HBIMH CyJOPOT'aMH ILTIOC.

o debOpubHBIE MPUCTYIILI B IEOI0TE PA3/INY-

HBIX AMWIENITUYECKUX CHHIPOMOB.

e CHHIPOM I'€MHUKOHBY/JIbCUBHBIX IIPUCTYIIOB,
remuiuieruy, smwierncuu (HHE-cuaapom).

e PazpymmurenbHasA 3MWIENTUYECKAA JHIIE-
danonatus y JeTer NKOJIbHOTO BO3PaACTa

(DESC-cunapom).

Dedpunsrvie npucmynst (HexKuus)



e [Ipucmyns. npu memnepamype 6cneocm-
sue mMelpoungexyuli (co2nacno oepunu-
uuu ILAE, ne omnocamcsa xk OII).
Cuvmmromaruka. [IpoCThi€ (THIIMYHBIE)

DII cOCTABIAIOT IOAAB/IIONIEE OOJIBIMHHCTBO

BCeX (PEOPUIBHBIX IIPUCTYHOB — OO 75%

(Baram T.Z., Shinnar Sh., 2002). OHu xapaxre-

PHU3YIOTCA CIEAYIOIMUMHU IIPU3HAKAMU:

e Bo3spacr ge6roTa oT 6 MecC. 0 5 JIeT.

® BpbICOKMI IPOLIEHT CEMENHBIX Ci1ydaeB PII
U HUJUONATHYECKOHN 3SNWIECHCHH Cpeau
POICTBEHHHUKOB IIPOOAH/A.

e IIpucrynel, KaKk IpaBHUIO, TEHEPATIUIOBAH-
HBIE€ Cy/JOPOKHBIE TOHHKO-KIOHHYECKHUE;
HEPEJKO ACCOLTMUPOBAHBI CO CHOM.

o IIpOJOKUTEIBHOCTDh INPHUCTYIIOB MEHEE
15 MuH, B OOJIBIIMHCTBE CIy4aeB 1-3 MuH;
MIPUCTYIIBI KYIUPYIOTCS CAMOCTOSTEIBHO.

® BbiCOKasa BEpOATHOCTD IOBTOPsieMOCTH PII.

® BO3HHUKAIOT Y HEBPOJOTHYECKU 340POBBIX
JeTem.

e IOnuienTudopMHaA AaKTUBHOCTb HA DI B
UHTEPUKTAJIBHOM IIEPUOJIE HE PETUCTPHU-
pyercs.

® OTCYTICTBYIOT U3MEHEHHUS B TOJIOBHOM MO3-
r'e IIpHU IPOBEAEHUUN HEHPOBU3YATU3 AN .

o ®II caMOCTOATENBHO IIPOXOIAT MOCIE AO-
CTIDKEHHUS BO3paCTa 5 JIeT.
I'enepanu3oBaHHbIE CYJOPOKHBIEC IIPHUCTY-

nbl (I'CIT) ormegarorcs 6osee yem B 80% Bcex

ciayuaeB @IT (Panayiotopoulos C.P., 2005). Xa-
pakrepHas 0coO6eHHOCTb I'CIT — MOMEHTAIBHOE

UX BO3HUKHOBEHHE (6€3 aypbl) C IOJIHBIM BbI-

KIIOYEHHUEM CO3HaHUs. OTAEIbHO BBIIE/IAIOT

I'€HCPAJIU30BAHHBIE TOHHUKO-KJIOHUYECKHE

(T'TKII) u xnonn4yeckue npucrymsl (I'KIT) (My-

xuH KIO. u coasr., 2008). I'TKIT HayuHAETCS C

MAaCCHBHOI'O TOHHYECKOI'O CIIa3Ma, HEPEIKO

COIIPOBOXKAAEMOI'0  PE3KHUM  C/JABJIECHHBIM

BCKPHUKHUBAHUEM WM XpUNIOM. I/1a3a 3aBEICHBI

BBepX. Yepes 5-20 ¢ mocie Havaaa MpUCTyIia

HACTyIIaeT KIOHWYeCKad (pa3a. B aror nepuop

KJINHAYECKA OTMEYAECTCHd IIPUCOCIUHEHHE K

TOHHUYECKOMY HAIIPSLDKEHUIO T€JIA BUOPATOPHO-

ro KOMIIOHEHTA, BBIPAXKECHHOI'O IIPEUMYIIECT-

BEHHO B KOHCYHOCTSIX U MBIIIIAX JUIa. ITo me-

p€ pas3BuTHA 3TOU (Ppa3bl, TOHUYECKUI KOMIIO-

HEHT IIOCTENIEHHO YXOAUT, (PJIEKCOPHBIE KIIO-

HUYECKHUE IIOJECPTUBAHUA CTAHOBATCS OoJsee

BBIPAKEHHBIMU U PUTMHYHBIMH, 3aXBATHIBAS

MBIIIIBI BCETO TeJIA. 32 CYET IMTEIBHOTO CIIA3-

Ma JbIXAaTEJIbHON MYCKY/JIaTypPbl B MOMEHT IIPH-

CTyla JIBIXAaHUE HAPYIIACTCS, YTO IIPUBOIUT K

AIIHO?Y, KJIMHHUYECKHU IPOABIAIONIEMYCA 3a-

JEP>KKOU JBIXAHHS, U3MEHCHUEM IBETA LA

(xOka cepeer, HaOMI0JaeTCd UAHO3 HOCOTYO-

HOI'O TPEYroJbHUKA). OKOHYAHHE KJIOHHYEC-
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KO (pa3bl CONPOBOXKIAETCA IMTOCTEIIEHHBIM 3a-
MEUIECHUEM DPUTMA IIOAEPIrUBAHUM, KOTOPbLIE
IIOCTEIIEHHO IIEPEXOAAT B APUTMHYHBIE PEJ-
KHE «32TyXaI0IIHe» MUOKIOHUYECKHUE B3IParu-
BaHUA Ha (poHE pacciabieHHUs1 MyCKy/JIaTyphl
Teaa. IIpucTynl 3aKaH4YMBAETCA NOJHBIM pac-
CJIaGJIEHUEM MBI, B CTagHIO MOCTIIPUCTYII-
HOM CIIYyTAHHOCTHU CO3HAHMA ITAIUEHT CTAHO-
BUTCA BSUIBIM. KIIMHU4YECKH IIPU 3TOM HAOGJIIO-
JaeTcs TMIIOMUMUA JIMIEBON MYCKYJIATYPHIL,
noaynrTod. ITanyenT e30pueHTUPOBAH B IIPO-
CTPAHCTBE U BPEMEHH, COHJIMB. Yalie BCEero 1mo-
CjIe IPUCTYIIA OTMEYAETCA MOCTIIPHCTYIHBIA
coH. IIpopgomxurensHOCTh I'TKII cocraBnsger
40-70 ¢, pexxe IpeBIIIaeT 3—5 MHH.

VY perert paHHero Bo3pacra (peOGpHIbHBIE
IIPUCTYIILI HEPEJKO MIPOTEKAIOT B BUJE KJIOHU-
4ECKHUX CYZOPOI, KOTOPbIE IIPOAB/IAIOTCA BHE-
3aIIHBIM IIOABJIECHHUEM YACTBIX PUTMHUYHBIX CO-
KpameHur Myckyaarypbl. I'KII moxer coue-
TATBCA C YMEPEHHO BBIPAYKEHHBIM TOHUYECKUM
HanpspkeHueM. B nepuog I'KIT 06619HO nnogep-
TUBAIOTCA BCE I'PYIIILI MBI, KOHEYHOCTEN U
TYJIOBHUIIA. BO3MOKHO BOBJIEYEHHUE B IIPUCTYII
MNPEUMYIIECTBEHHO JIUIEBOM MYCKYJIATyPHhI
WJIHM MBIIILL PYK; IIPH 9TOM, POJUTEIN YACTO CO-
OOIIAIOT, UTO TEJO MAIMEHTA PacCcaabIeHO.
O6s3arenpHbii cumnTom I'KIT — moiaHoe BBI-
KIIOYEHHE CO3HAHUA B MOMEHT IIpHCTymHa. B
NEePUOJ, KIOHUYECKUX IIOAEPTUBAHUII MOXKET
HAPYLIATbCA AbIXaHHUe. KIIOHHMYeCKHUe IIPUCTY-
B IIPOXOAT HA POHE NOTEPU NOCTYPATTBHOT'O
TOHYCA, YTO IIPUBOJUT K PE3KUM IIAJECHUAM I1a-
OHUEHTOB. Ilepros MOCTIPUCTYIIHOM CITyTaH-
HOCTHU CO3HAHM, KaK IIPABIWIO, KOPOTKUII. I10-
CJIe IIPUCTYIIA MAIUEHTBI YaCTO 3AChIIIAIOT.

KnuHn4ueckor OCOOEHHOCThIO (hpedpuib-
HBIX CYJOPOI B 3TOM BO3PACTHOM KaTEropuu
CIIY>KHUT (Pa3a AaTOHUHU, KOTOPAA MOXKET HAOIIO-
JAaTbCAd, KAaK MNPaBWIO, B Ha4aJl€ MOTOPHOIO
npucryma. Pogurem 4acTo OMUCHIBAIOT HAYA-
10 ®PII KaK MOCTENEHHOE «3aBAJIMBAHHE», 00-
MAKAHUE C OTeEper co3HaHusd. IIpu 3Tom pe-
OE€HOK paccaabJ/ieH, HE pearupyeT Ha OKpyXKa-
romtee. [IocTenneHHO OTMeYaeTCa IIPUCOEINHE-
HHE KIOHHUYECKHUX INOJEPrUBAHUN WIN BEP-
CHUBHOI'O KOMIIOHE€HTA. [JaHHAad KUHEMATHKA
0oJiee XapaKTepHA I MAIUEHTOB, Y KOTOPBIX
@II npesecTBYIOT Pa3BUTHUIO UIUOIIATHYEC-
KON (POKAJIBHOU (Yalie — 3aTbUIOYHOI) 3MH-
aencuu (Myxun KIO., IlerpyxuH A.C., 2000;
Panayiotopoulos C.P., 1999).

Jpyrue THUIBI NPUCTYIIOB IIPH TUIIMYHBIX
@II BCTpEUAIOTCA 3HAYUTENBHO pexxe. ToHuge-
CKH€ IIPUCTYIBI HAOIIOAAIOTCA B 13% Cirydaes
(Panayiotopoulos C.P., 2005). Kak nmpaBuio, TO-
HHUYECKHUE IIPUCTYIIBI HENPOJOJLKHUTEIbHDI.
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ATOHHYECKHE IPHUCTYIIBI BCTPEYAIOTCSA JIUIIb B
3% ciydaeB. BO3MOXHBI (DOKAJIbHBIE AyTOMO-
TOPHBIE IIPUCTYIIBI C IPEOOIATAHUEM JUAICTI-
TU4eckon ¢asel (Beaumanoir A., Roger J.,
2001). A6CaHCBI 1 MUOKJIOHHYECKHE ITPUCTYIIBI
HEXAPAKTEPHBI /ISI TUITMYHOTO TeyeHus PI1.
Crnoxuple (arunyHbie) PII npeacrasisd-
0T COOO¥ MPOJOKUTENbHBIE, HEPEAKO (hO-
KanpHble U 4vacrteie PII. Arunmunbie PII
TPAaHCPOPMHUPYIOTCSI B CHMITOMATHUYECKYIO
(POKAIBHYIO AMWICIICUIO (Jalle B IAJIEOKOP-
TUKAJBHYIO BHCOYHYIO) y 15% OOJIBHBIX
(Sadler R.M.,, 2006). B atux ciay4yasx npu MPT
HCCIEJOBAHUN HEPEAKO KOHCTATHUPYETCA
CKJIEPO3 AMMOHOBA pora. Y O0JIbHBIX C PE3UC-
TEHTHBIMU (POKAJIBHBIMU (POPMAMU IMUJIE-
CHUH B AaHAMHE3€ YaCTO BBIAB/ISAIOTCS aATHUIINY-
Hoie @II - 1o 30% caygaeB (MyxuH K.IO. u co-
aBT., 2008). Hrxe mpencraBiaeHbl Xapakrep-
HbI€ OCOOCHHOCTH ATUMMUYHBIX DII.
e Bo3pacr geb6i0oTa OT HECKOJbKUX MECSIIEB
1o 6 er.
o OrcyrcrBue ceMenHbIX cirydaes PII u anu-
JIETICUH CPEIU POACTBEHHUKOB IPOOAH/A.
e IIpucrynsl reHepajsn3oBaHHBIE TOHHKO-
KJIOHHUYECKHUE WIN BTOPUYHO-T€HEPATIN30-

BaHHBIE (HEPEAKO C IpeodaaganueMm (¢o-
KQJIbHOI'O KJIOHHYECKOTO KOMIIOHEHTA),
pexe (pokaIbHbIE MOTOPHBIE (B TOM YHCJIE,
TEMUKJIOHUYECKHE) HUIN AYyTOMOTOPHBIE.
ITpOoAOILKUTETBHOCTh IPUCTYIIOB 60J1ee 30
MHH; BO3MOKHO PA3BHUTHE SMUIECIITHYEC-
KOI'O CTaTyca.

Hepeako BO3HUKHOBEHHE IIOCTHPHCTYII-
HBIX CUMITTOMOB BbITIa/iIcHUs (TOaI0BCKUH
apes, peyeBble HAPYIIEHU U IIP.).
Beicokas noBropsieMoctb PII, HEpegko 3a
IIEPHUOJ; OJHOI'O JUXOPAJOYHOro 3a00s1€e-
BaHU.

Hanmnyue B HEBPOJIOTMYECKOM CTATyCE
OYaroBbIX HEBPOJOTUYECKHUX CHMIITOMOB
(HarpuMep, reMuInapesa); 3aJepP>KKu IIcCu-
XHUY€CKOI'0, MOTOPHOI'O WIH PEYEBOIO PA3-
BUTHSL.

Hanuugwue nipu DI ncciaesoBaHuy IPOJOII-
JKEHHOTI'O PETMOHAIBHOIO 3aMeJIEHUs, Ya-
1€ 1O OJHOMY U3 BUCOYHBIX OTBEJIECHUII.
OO6HapyXeHHUE NIPU HEHPOBU3YAIU3ALIUU
CTPYKTYPHBIX U3BMEHEHHUI B MO3T€ (THIINY-
HO — T'MIIIOKAMIAJIBHBIN CKIEPO3), KOTO-
pble MOTYT BO3HHKATDb He cpa3dy nocie PII,
4 Pa3BUBAIOTCA C BO3PACTOM.

Taémuua 1. TuddepeHnmanpHast JUArHOCTUKA TUMUIHBIX U ATUIUYHBIX (DEGPIBHBIX TPUCTYIIOB (PIT)

Tunsr DI
CHMIITOMBI

Tunmanabie OIL

Arunumansnie OII

Bozpacr nge6rora

or 6 Mec. 10 5 jer

g0 1 roga uiam 1ocJie 5 jaer

CeMelHbBIN aHaAMHE3

OTarouieH 1o amauiaencuu u OIl

He oTsaromen

THun IpuCTyIioB

I'CII

¢poxkanpHbIE MOTOPHEBIE, BI'CIT

ITIpOJOILKUTEILHOCTD IIPUCTYIIOB

ITpucCTyIIbI KOPOTKHUE.
Yame < 15 muH. (O6b19HO 1—3 MHH)

ITpucCTyIbl JJIATEIbHBIE.
Yamie >15 MuH.
BO3MOMXEH IMMWIENITHYECKUI CTATYC

HENPOBU3YATINU3ANN

IToBTOpHBIE NPUCTYIILI B OOJUH  |He XapakrepHbI XapaxkrepHbI
NEePUOJ TNXOPATKU

Yacrora IpUCTYIIOB Hwuskasa Boicokas
ITocTnpUCTYIIHBIE CHUMIITOMBI He xapakrepHbI Bo3MOXHbBI
BBINIAJCHUA

Ouarosas HEBPOJIOTUYECKAA He xapakrepHa Bosmorkna
CHUMIITOMATHUKA

HN3meHeHus B MO3re 1pu He xapaKkrepHBbI Bo3MOKHBI

OCHOBHASI AaKTHUBHOCTD HA OIOT

B npeerax BO3pacTHON HOPMBI

Yamie 3aMeaIecHa

PerunonasibHOE 3ameijieHue Ha DOI

He xapakrepHoO

Bo3MOxHO

SnunenTuopmMHas aAKTUBHOCTh

He xapakrepHa
BoamoxxHbI B 2—3% ciryyaes

JIDIT/] v KopoTKHe JudPy3sHbIe
Pa3psAabI IIMK-BOJIHA

Bo3MmozkHa
Yame peruoHajabHasA SIMUIECHTU-
(popMHaAsA AKTUBHOCTh

Puck TpaHcpopmanuy B
SMMUJIETICHIO

Hus3kui

JIOCTAaTOYHO BBICOKHIH
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® BpICOKHIT pUCK TPAaHCPHPOPMALIUU B CHUMII-

TOMATHYECKYIO (POKAJTBHYIO SIMHJICIICHIO

(TUIIMYHO — NAJICOKOPTHUKAJIBHYIO BUCOY-

HYIO 3IIMIEIICHIO).

g arummyHbix @IT XapakTepHO Pa3sBUTHE
JUIMTE/IBHBIX (DOKAIBHBIX (YA€ TeMUKIOHUYEC-
KUX) WIA BTOPUYHO-TEHEPATIM3OBAHHBIX CYyJIO-
poxubIX nipucTyios (BI'CIIL). BropugyHO-reHepa-
JIM30BAHHBIM CyJJOPOKHBIM IIPHUCTYIIAM HEPETKO
PEIIIECTBYET (POKAIBHBIN IIPUCTYII — CEHCOP-
HBI WIX MOTOPHBII. BO3MOXKHO OBICTpOE pa3-
BurtHe BI'CII 6€3 mpeecTBYIOMEro OTYETINBO-
ro (pOKIbHOIO KOMIIOHEHTA. B 11Iepuoj mpucTy-
12 XapPAaKTEPHO NOJTHOE BBIKIIOYECHHUE CO3HAHMSL.
Ba)KHBIMH CHMITTOMAaMU, IIO3BOJBIIOIINMU JUD-
¢depenrmpoBarb BI'CII, SBASIOTCS: BOCIIOMHHA-
HUS NAIMEHTA 00 OLIYIIEHUAX, BOZHUKAIONINX
HEMOCPEACTBEHHO IIEPE]] HAYAJIOM IIPUCTYIIA;
npeodaagaHue Cygopor C OAHOHM CTOPOHBI
ACHMMETPHA MOTOPHBIX IIPOSIBIECHUN (ACHMMe-
TPUYHBIN TOHUYECKUY KOMIIOHEHT) WU HECO-
BIIQ/ICHHE BO BPEMEHU KIOHUYECKHUX IOJCPIry-
BaHUI B MYCKY/IATyp€ IIPABBIX U JICBBIX KOHEY-
HOCTEN (IIPUCTYIIBI IO TUILY AJIBTEPHUPYIONINX
T€MHUKOHBY/IbCHUIT). IT0 okonyanuu BI'CIL, B OT-
jmaue ot I'TKII, MOryT BBIBIATBCA CUMIITOMBI
BBIIIAJICHYA, HAIIpUMeDp, mapanda Toaga.

IIpu arunmyaom teyeHuu PII BOZMOXKHO
pa3BHUTHE TaK Ha3bIBA€EMOTO (PEOPHUIBHOIO
AMUJIENITUYECKOro craryca (Shovron S.D.,
20006). IIpu 5TOM XapaKTEPHBI IPOIOJDKEHHbIC
KJIOHUYECKHE WIU TOHUKO-KIOHUYECKHUE IIPU-
CTYIIbI, YHIWIATEPAIbHBIC WX BTOPUIHO-TCHE-
panusoBanHbIe. [Tocne (peOpUuabHOrO MUIEII-
TUYECKOI'O CTATyCAa HEPEAKO PA3BHUBACTCA Ie-
MUIIAPE3, KOTOPBI MOMKET OBITh IIPEXOAAINM
(mapamuy  Toajma) wWIM NOEPMAHEHTHBIM
(HHE-cungpom) (Aicardi J., Chevrie J.J., 1970).

BakHas KIMHHUYECKAs XapaKTEePHUCTHUKA
atTunu4HbIX PII — BBICOKAS IIPOAOJLKUTEIIb-
HOCTBh INPUCTYIIOB. Hepeako mpuCTynbl CaMoO-
CTOATENBHO HE KYIIUPYIOTCS, U TPEOYETCA I10-
MENICHUE NAIUEHTA B OT/IEJICHUE UHTCHCHUB-
HOM Tepanuu. OTMEYEHO, YTO HauboIee po-
JospkuTenpbHbie @I BO3HUKAIOT B BO3PACTE 4O
18 mec. :xu3HU. Yame BCEro nepBbIf 3MNU30[,
@II — HauboIee TLKEABINA U IIPOAOJLKUTEIb-
HbIl. IIo gamHBIM M.A. Lennox-Buchthal
(1974), y 30% pereu B BO3pacre g0 13 mec., B
ciry4gae pa3sutus @I, OHU CKIOHHBI K CTATYC-
HOMYy TedyeHHUIo. ITocne 2-1eTHero Bo3pacra
4aCcTOTA (hEOPUIBHOI'O AMUIETITUIECKOTO CTa-
Tyca y HaiueHTOB ¢ DI 3HAYUTEIBbHO CHIDKA-
erca. Pa3BuTHE 3MUIENTUYECKOrO CTATyCa
Wi NOBTOPHBIX PI1 mpeuMylieCTBEHHO Ha-
OJIIOAAETCA Y JETEU C 0O4arOBBIMH HEBPOJIOTH-
YECKHUMHU HAPYUICHUSIMH U HHTEICKTYaJIb-
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HbIM Jeduriprom (Shovron S.D., 20006). IIpo-
JomkeHHble PIT O CKIIOHHOCTBIO K CTATyCHO-
My T€Y4E€HHUIO MOT'YT OBITh IE€PBBIM IIPU3HAKOM
TaKUX CUHAPOMOB, Kak HHE u DESC (MyxuH
K.IO., 2009; Panayiotopoulos C.P., 2005).

DeOpuIbHBIE CyIOPOrM M 3mWIencusa. B
psae paéoTr U3ydeHBI (DAKTOPBI PUCKA BO3HHUK-
HOBEHMs IIEPBOTO (PEGPHIBHOIO NIpUcTyma. Co-
rmacHo uccaenosanuio C.P. Panayiotopoulos
(2005), puck BO3HHUKHOBeHU: IiepBoro PII
pocruraer 30%, ecim y pebeHKa umeercsa 2
uinu 6oisiee (pakTopos: (peOpUIbHBIE CYJOPOTH
B CEMEMHOM aHAMHE3€, 33/ICPKKA IICUXOMO-
TOPHOI'O Pa3BUTHA, BBICOKAsI TEMIIEPATYpPA B
IIEPUOJ 3200JIEBAHUA, ITOCTOSIHHOE IIOCEIIe-
HHUE JETCKOI'O YUPEXKACHUSL.

ITocse nepBoro (pe6pIbHOrO NPUCTYIIA ITO-
BTOPHBIC IPHUCTYIIBI IIPHU BBICOKOH TEMIIEPATY-
P€ BO3HHUKAIOT y 33% MAIEHTOB, B 9% CIIy4a€eB
oTMevaroTca Tpu u 6onee ®II. BOABIIMHCTBO
pennauBoB (75% cirydaeB) IPOUCXOIUT B TEUeE-
HHe 1-ro roga nocie nepsoro anusona CII (J1.O.
Banmanan u coasr., 1988). K pakropam, KOTOpbIE
CJIETyEeT YIUTBIBATD, OLICHHUBAsI PUCK IIOBTOPHO-
ro ®@II, MO’KHO OTHECTHU BO3PACT, I10JI, HACIEACT-
BE€HHBIN aHAMHE3, HEBPOJIOTHMYECKUM CTATYC,
CTEIIEHb JINXOPAJAKH BO BpEMs OOJIE3HHU, IPUYUH-
HbI TH(PEKITUOHHOTO 3200JIEBAHUS, YACTOTY 3a-
OGOJIEBAaHU, IPUBOJAIIUX K (PEOPUIBHONI TEM-
neparype. boJIbIMHCTBO aBTOPOB CXOAATCA BO
MHEHUH, YTO PAaHHUH BO3pacT aeo6rora PIT no-
BBIIIAE€T PHUCK BO3HHUKHOBEHHUS ITOBTOPHBIX
npuctynioB (Airede AL, 1992; Laditan A.A.O,
1994; Al-Eissa Y.A., 1995). Puck noBropHBIX PIT
y Aered ¢ Ae6roToM A0 18 MecAnieB B ABa pas3a
BBIIIIE, YEM B O0s1ee crapiieM Bo3pacre. Hecmor-
ps HAa TO, 4TO Yy MaIbYUKOB PI1 HAGMOmAI0TCS
4ale, YeM y JI€BOYEK, PUCK PA3BUTHA IIOBTOP-
Horo ®II ogunHakoB (Berg A.T. u coasrt., 1997;
Rantala H., Uhari M. 1994). CemeiiHbIi1 aHAMHE3
oraroueH B 50-100% ciy4aeB mOBTOPHBIX DI
(Offringa M. u coasrt., 1992; Berg A.T. 1 COaBT.,
1997). IIpeacTaBigioT UHTEPEC MyOIHKAIINH,
IIOKA3aBIIHE, YTO MPHU OTATOIICHHOM CEMEH-
HOM aHaMHe3e y gereii ¢ OII prck pa3sBUTHA I10-
BTOPHBIX (DeOPHIBHBIX CyJOPOT BBIIIE, HO PUCK
pa3BuTHsa ahpeOPUIBHBIX IPUCTYIIOB M TPAHC-
dopmanmu B ANWIEIICUIO — HIDKE. HanpoTus, y
nanueHToB ¢ PII, HaCIeACTBEHHOCTh KOTOPBIX
He oTdrouieHa 1o PII, rmocie nepBoro NpUCTyIia
Ha BBICOKYIO TEMIIEPATYPy PUCK MNOBTOPHBIX
@II HrpKe, OQHAKO BBIIIE BEPOATHOCTHh BO3ZHUK-
HOBEHUSA AMUIECHTHYECCKUX IPUCTYIIOB
(Offringa M. u coasr., 1992; Berg A.T., Shinnar S.,
1996). V mereit ¢ 04aroBoi HEBPOJIOTHYECKOLM
CHMITOMATUKON HOBBIIIEH PHUCK PA3BUTHS KaK
(PeOPIIBHBIX, TAK U A(peOPHIBHBIX IIPUCTYIIOB.
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BosnukHOBeHMe nepsoro PI1 Ha pone cyodeod-
PWIBHOM TEMIIEPATYPHI IIOBBIIIACT PHUCK IIO-
BTOPHBIX DI, 110 CPABHEHHIO C CYJOPOraMH, KO-
TOPBIE MOSAB/IIOTCS IIPU BBICOKOU TEMIIEPATYPE
Tena (>40°C) (Berg A.T. 1 coasr., 1997). IToBTOp-
Hble @I yale OTMEYar0oTCA y AETEH, Y KOTOPBIX
CyZIOPOT'H BBIZBIBAIOTCS PE3KUM ITIO’bEMOM TEM-
neparypsl (B TedeHue 1 uaca), a TAKKe y Nalu-
€HTOB C YaACTBIMHU 3IU30JAMHU JTUXOPATKHU — «qa-
cro 6oneronue aern» (Berg AT, Shinnar S,
1996; Berg A.T. u coasr., 1997).

Yacrora Tpancdopmanyu OI1 B SIMIEIICHIO
cocrasmaer 2-5%, uro B 2—10 pa3 BbIllE, Y€EM B
ob6men nonymauuun (bagamnsan J1.O. 1 COaBr.,
1988). Hanbonee 060beMHOE KATAMHECTHYECKOE
HMCCJIEJOBAHUE, BKIIOYMBIIEE HAOIIOACHUE 34
1706 nmamuentamu ¢ OII, 1eGIOTHPOBABIINMH B
BO3pacCTe 0 7 JIET, IIOKA3AI0, YTO SIWIEIICHS
pasBuBaiace B 2% ciaydaeB (Nelson KB,
Ellenberg J.H., 1976). Baxxkuertmumu (pakropamu
TpaHncopmanu PI1 B ANWIENICUIO SABISAIOTCA:
HAINYUE OTATOIMCHHON HAC/IEACTBEHHOCTH, HE-
OJIarONPUATHBIN IPEMOPOUIHBIN (DOH, ATUITNY-
HbI1 xapakrep PIT (Ilerpyxun A.C,, 2000; Berg
A.T.u coasr., 1997). 1o ganabim J1.O. bagansHa u
coasT. (1988), arunuunbie (PEOPHUIBHBIE IIPH-
CTYIIBI IIEPEXOJAT B a(peOpruIbHbBIE B 93% CiTy4da-
€B, TOIJa KaK TUIIMYHBbIE — JIUIIb B 3% (1988).

B 10-30% cinygaeB (peOpPHWIBHBIE IIPHUCTYIIBI
OTMEUAIOTCS B JEOI0TE€ MHOTHX AITIICIITIHYCCKIIX
cruHAPOMOB. [Tpu ThIuHbIX PIT HAan60/IEE YACTO
IIPOUCXOIUT TPAaHCPOPMALIHS B HIUONATHIEC-
kue (popmbl smtericny (MyxuH K1O.,, ITerpyxun
A.C, 2000; Annegers J.F. u coasr., 1987; Camfield P.
U COaBT., 1994; Panayiotopoulos CP,, 2005). Atu-
ngHbIie PIT HEPEIKO BBIAB/LIIOTCA B ICOIOTE pe-
3UCTEHTHBIX (POPM IIMIIETICHUH, TAKIX KAK CHMII-
TOMATHYECKAd BUCOYHAA srmwiencua, HHE-cun-
pom, cuHapoM JIpase (MyxuH KIO., 2000).

Hiroxe 1mpeacraBiaeHbl CHHIPOMBI, IIPU KO-
TOopbIX PIT HAanbGoOIEE YACTO MOT'YT BO3HHUKATh
B JI€OIOTE 3200/ ICBAHUS:
® UJUOINIATHYECKUE (POKATBbHBIC IIUJICIICHUY,
® UJHUONATUYECKHE  TI'€HEPAJTU30BAHHBIC

SIJICIICUH,
® UJUOIIATHYECKAsA IMIWICNCUI C (PEeOPUIb-

HBIMU Cy/IOPOT'aMH ILTIOC,
® TsDKEIass MHOKJIOHHUYECKAsA SIINJICIICUSA

MIIaJgeHuYecTsa (CMHApoM JIpase),
® CHMIITOMATUYECKASI NATCOKOPTHUKAIbHAA

BUCOYHAS SITUICIICHUS,

e cungpom HHE,
e cunHgpom DESC,
® CHUHIPOM AHI€JIbMAaHA.

PeOpUIbHBIE IPHUCTYIIBI B AHAMHE3E OTME-
qaroTca y 10-45% 601bHBIX HINOIIATUYCCKIMU
¢doxkanmpbHbIMH dTIUIEnICUAMH (MyxuH KIO., ITet-
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pyxun A.C, 2000; Panayiotopoulos C.P., 1999;
Camfield C,, Camfield P., 2005). VY 7% nereii, 60/1b-
HBIX POJIAHANYECKOM SITWIECTICUEN, BIABIIAIOTCA
POACTBEHHUKHU, UMeromue B aHamHese I
(Camfield C., Camfield P., 2005). C.P.
Panayiotopoulos (2005) orMe4aer, 9T0O MaKCH-
masibHadg yactora PIT (o 30% ciydaeB) HAGIIO-
JaeTcs B 1e€0I0TE JOOPOKAYECTBEHHOH 3aThUIOY-
HOW 31wienicuu (BapuanTt [lanayororyinoca). B
MOCJIETHUE IOl ONTMCAHBI P11, BOZHUKAIOIIHE B
paMKax UIUONATHYECKON (POKAIBbHOM SIIIEII-
cum wiaaenuecrsa (Fejerman N, Caraballo RH,,
2007). PanHnM IpeAUKTOPOM TPAHCPOPMALTUH
®I1 B yanonaTudeckue (POKAIbHBIC SMWICTICUU
MOKET OBITh IIOABJICHHUE Ha DOI, 0CO6EHHO TpHU
3aIIMCHU BO CHE, CIEU(PHUUIECKOTO (PEHOMEHA —
JOOPOKAYECTBEHHBIX IMWICITU(POPMHBIX IIAT-
TepHOB gercrBa (ADIIM). ITpu maHHbBIX (popMax
SAMWICTICUH BCTPEUAIOTCSA MIOYTH UCKIIOYUTEITh-
HO THUITUYHBIE (IIPOCTHIE) (DEGPUIBHBIE IIPUCTY-
b, KOTOPBIE HEPEJKO ACCOIUHUPOBAHBI CO
CHOM. Bo MHOTUX Crydasx @II cpasdy Tpancdop-
MHPYIOTCS B a(peOpIbHBIE IIPUCTYIIBI, TUITHNY-
HBIC 11 MIUONIATUYECKUX (DOKAIBHBIX SITHJICTI-
CcHl, 6€3 «CBETJIOTO IIPOMEXKYTKA», KOTOPBIH Xa-
PaxrTepeH, HarIpuUMep, I NAICOKOPTUKAIBHOM
BUCOYHOM SITWIECTICUH.

Cpesy UauoNaTUYECKUX I'€HEPATU30BAH-
HBIX (popm snmnencuu PIT B aHaMHe3e IIPeood-
JIAJAIOT Y OOJIBHBIX JICTCKOM a0CAHC SMWIETICHU-
€11. YV JaHHOU KATETOPHH ITALIMEHTOB TUIIMYHBIE
¢deOpuIbHbIE MIPUCTYIIBI KOHCTATHPYIOTCSI B
15-20% ciygaes. @I1 HabGmogaoTca y 47% poa-
CTBEHHHKOB IIPOOAH/IOB C JETCKOM a0CAHC JITH-
nericuedt (Camfield C., Camfield P., 2005). Yacro-
Ta PI1y GOIBHBIX PEAKUM CUHIPOMOM — JOOPO-
KAQUYEeCTBEHHON MMOKJIOHHYECKOM SMWIENICUEN
MIaZeH4YecTBa — aocruraer 27%. Pexe ®DII
BCTPEYAIOTCSI B AaHAMHE3€ OOJIbHBIX CJICTYIOIIH-
MU (popMaMH HAUONATHYECKON TI'€HEPAIN30-
BAHHOM 3MMWiIeNCuu: CUHIApPoM Joosze — 11%,
FOHOIIECKAA A0CAHC ANwIencus — 12%, CHHAPOM
Taccunapu — 15%, snwiencua ¢ U30JIMPOBAH-
HBIMH T€HEPATU3OBAHHBIMU CYJOPOKHBIMH
OPUCTYIIAMHU — 15%, FOHOLIECKAA MUOKIOHUYEC-
Kas 3MWIEINCUA — B €JUHUYHBIX CIy4daax (My-
xuH KIO.,, Ilerpyxun A.C.,, 2000). Takum o6pa-
30M OYEBUJHO, YTO yacTora PII MakcumanbHa y
OOJIbHBIX «PAaHHUMU» (POPMAMH UAUONATHYEC-
KOU IT'€HEPATU30BAHHOU IMWICIICUU (JOOPOKa-
YECTBCHHASI MUOKJIOHUYECKAS AMWICTICUS MJIa-
JIECHYECTBA, JETCKAsE A0CAHC SIMWICIICHUA) U MU-
HUMAJIbHA IIPH «IO3JHUX» (POpMax (FOHOIIEC-
Kasi MUOKJIOHUYECKASA SIWIETICUS).

NauonaTudecKas SMICICHs ¢ PeOpUIbHBI-
mu npucrynamu wnoc. LE. Scheffer u S. Berkovic
(1997) onmcanu OTOENbHBIA CHHAPOM HAHOIA-
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THUYECKON T'€HEPATN3OBAHHOM SIWIEIICUH, KO-
TOPBIH ObUT HA3BAH ABTOPAMHU «PeOPUIbHbIC C)-
0opozu n1roc». 3a60a€BAHUE HACIEIYETCA 11O ay-
TOCOMHO-JOMUHAHTHOMY THUITY C IIOJIOKUTE/Ib-
HBIM CIIEIVIEHUEM 110 JIOKYCYy 19q13.1 (Harpue-
Basl KAHAJIONATHA) U MPEACTABISIET COOOM THU-
nyHbie PIT B coyeTaHuu C APYruMU TUITAMU I'e-
HEPAJM30BAHHBIX IIPUCTYIIOB. Kputepun nua-
THO32 CUH/IPOMA CJICIYIOIIHE:

e e61oT oT 4 Mmec. 10 9 ner (OOJBITUHCTBO

ciay4daesB — 1-6 jer);

® 4aCTbIE CEMEMHBIE CTydau Srnwiencru win OI T
® HAJINYHE NPOCTBIX (TUIINYHBIX) PII;

® OOJUIaTHBIN TUI IPUCTYIIOB — YACTHIE I'c-

HEPATU30BAHHBIC TOHUKO-KIOHUYECKHUE

IIPHUCTYIIbI, BO3ZHUKAIONINE KAK IIPHU TEMIIC-

parype, Tak u 0€3 Heg;
® BO3MOXHO Hainmuuue, kpome @I u I'CII,

JPYIUX I€HEPATN30BAHHBIX AIIJIECIITUYEC-

KHUX IIPHUCTYIIOB: A0CAHCOB C PAHHUM [1€010-

TOM, MUOKJIOHHYECKHUX, MUOKJIOHHUYECKH-

ACTATUYECKUX;
® HOPMAJIbHBIN HHTEJUIEKT, OTCyTCTBUE HE-

BPOJIOTHYECKUX HAPYLIICHUI U XOPOIIHNU

IIPOTHO3 3200/IC€BAHUSL.

HannHas popma, Kak 1 uauonaTudeckue go-
KaJIbHBIE 3MWIEIICUU JETCKOI'O BO3PACTA, OTHO-
CUTCA K <IIATOJIOTUU CO3PEBAHMS», U IIPUCTYIIBI
(pedbprnbHbIE U A(PEeOPIIBHBIE) BO BCEX CTy4a-
SIX IIPOXOJAT K HACTYIUIEHHIO ITyOEPTATHOTO I1€E-
pyoaa, a B GOJBIIMHCTBE CJIy4a€B — B PAHHEM
IIKOJIBbHOM BO3pacre (Doose H. u coasr., 2000).

Tsokenas MHUOKJIOHUYECKAS SNHWJICIICUS
MIaaeH4dYecTBa (cuHapom Jpase). COriracHO
npoekry xiaccupuranyu 2001 roaa, TsoKenas
MHUOKJIOHUYECKAS 3MUICHCHUA MJIAICHYECTBA
(TMDM) OTHOCHUTCSA K I'PYIIIIE ANHWICIITUIECKUX
aHIedaronaTul. MOJIEKYJIAPHO-TEHETUYEC-
KHE UCCIEJOBAHUA TOCIEIHUX JIET BEpU(pUI -
POBAIN 2 I'€HHBIX JIOKYCA4, OTBETCTBCHHBIX 34
PAa3BUTHE TSLKETOH MUOKIOHUYECKOU AIHJICTI-
cun miaaeHdecrsa: 2q24 (SCN1A) u 5934
(GABRGZ2). 3a6osieBaHHE BIIEPBBIE OIIMCAHO
Ch. Dravet u coasrt. B 1982 r. CorstacHO 0600-
NIEHHBIM JaHHBIM, yacToTa TMODM cocraBiasger
OKOJI0 6% cpenu Bcex (hopM 3MIIEIICHH C Jie-
OI0TOM IO 3-JIETHETO BO3pacTa. JITaHHBIN CHH/I-
POM OTHOCHUTCA K BO3PACT-3aBHCUMBIM 3IIH-
JIEITUYECKUM HIE(PATONATHAM C A€6I0TOM HA
1-m ropgy ku3Hu (OOBIMHO — OT 2 70 10 mec.).
TunugHO HAYaIO 3a60J1eBaHUsA C (PEOPUTHLHBIX
npUCTyIrioB. OHU HEPEOKO HOCAT ATHUIINYHBIA
Xapaxkrep — ¢ POKATbHBIM KOMIIOHEHTOM U BbI-
COKOH MNPOJOJ/DKHUTEIBHOCTBIO. XaPAKTEPHO
passurne PII ¢ anbTEPHUPYIONUMHA '€ MHUKOH-
BYJIbCHUSIMU: TEMHUKJIOHUYECKHE IIPUCTYIIBL, Me-
HAIONIE CTOPOHHOCTD OT IIPUCTYIA K IIPUCTY-
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Iy WIH JAKE BO BPEMS OJJHOT'O 31n30a. OObI4-
HO B Ha4yaJie 3200JI€BAaHUS BCE IPUCTYIIBI IIPO-
BOLIUPYIOTCA JHUXOPAJKOM; B IIOCIEAYIOIIEM
OHH IIPUOOPETAIOT A(PEeOPUIBHBII XapaKTep.

11 pa3BepHYTOH CTaAUN 3200I€BAHUA Xa-
pPaKTepeH NOJUMOP(PHU3M SIMUICHTHYCCKUX
npucTynos. HabmoaaoTcsa KIOHUYECKUE IPHU-
CTYIIBI C AJIBTEPHUPYIOIINMH '€ MUKOHBYJ/IbCUS-
MU, POKAIBHBIE MOTOPHBIE TAPOKCU3MBI, I'€HE-
PaIM30BaHHBIE CYJOPOKHBIC NPHUCTYIIBI, ATH-
UYHBIE A0CAHCHI, SNWICNTHYECCKHUIT MUOKJIO-
HyC. O6murataeiii cuMirom TMOM — MHOKIIO-
HHUYECKHUE MPUCTYIIbL. OJHAKO OHU PEIKO BO3-
HUKAIOT B Ha4YalIe 3200sieBaHuA. B Hammx Ha-
OIOICHUAX MUOKJIOHUYECKHUE IPUCTYIIBI IIPH-
COEIVHSUINCh B BO3pacre oT 1,5 1o 4 ner (MyxuH
KIO. u coasr., 2008). Crexyer OTMETUTD, YTO HA
OPOTSLKEHUH BCEU JKU3HU ITAITUEHTOB AIIJICTI-
THYECKHE IIPUCTYIIBI UMEIOT TEH/ICHITUIO K y4a-
IIEHUIO BO BpEMsI 3a400JIEBAHUM, CBA3AHHBIX C
nogbeMOM Temuneparypsl. [Ipornos TMOM He-
OJIarOIPUATHBII: B IOAAB/IAIOMIEM OOIBIITNMHCT-
BE CJTy4a€B HE yaeTCA JOOUTHCA CyIIIECTBEHHO-
IO CHWDKEHUS YaCTOTBI IPUCTYIIOB; Y OOJIBHBIX
HAO0JIIOJAIOTCA BBIPAXKECHHBIC HUHTE/UICKTYa/Ib-
HO-MHECTUYECKHUE HAPYIICHUS.

ITa1€OKOPTUKAIbHAS BUCOYHAA SUWICTICUS.
HanHas (popMa OTHOCUTCS K CUMIITOMATHYEC-
KHUM JIOKAIU3AIUOHHO-O0YCIOBICHHBIM 3IIH-
JIETICHSIM, IIPU KOTOPBIX CTPYKTYPHBIHN J1e(EKT
BEpU(PUIIPYETCA B IPEIEIAX BUCOYHOTIO ITAJICO-
Koprekca. OTHOU 13 HAaubOO0IeE YACThIX ITPUIUH
Pa3BUTHA MTAJICOKOPTUKAITBHON BUCOYHOU ITU-
aencuu (11BD) asisiercs ckiepo3 AMMOHOBA PO-
ra Wi ME3UAJIbHBIN BUCOYHBIN CKIepo3 (MBC)
Myxun KIO. 2000; Kotagal P, 1993;
Arzimanoglou A., 2005). B cpegneMm, y 15-30%
OOJIbBHBIX BHCOYHOM 3IWICIICUEH B aHAMHE3E
KOHCTATUPYIOTCA ATUIINYHBbIE (PeOpUIbHBIC
IIPUCTYIILL, A B Ipymniie ¢ HammyrueM MBC ux gac-
ToTa gocruraer 78% (Sadler RM., 2006). Dt
JIAaHHBIE YOETUTEIBHO CBUACTEIBCTBYIOT O B3aU-
MOCBSI3U CKJIEPO3a AMMOHOBA POra C JUIUTEb-
HBIMU ATUITNYHBIMH (PEOPUIBHBIMH IPHUCTYIIA-
MU U TOUIEAYIONUM Pa3BUTHEM CHUMIITOMATH-
YECKOHM MAJICOKOPTHUKATBHON BHUCOYHOM 3IIU-
saercuu (Baram T.Z., 2002).

BO3HUKHOBEHHE ANMUICHCUU NOCJIE JIH-
TenbHbIX PIT cCUUTAETCS TUIIUYHBIM IS CJIy4a-
eB IIBD, 00OyC/IOBJIEHHON ME3HUAIbHBIM BHCOY-
HBIM CKJIEPO30M. Y JaHHBIX ITAITUCHTOB HAOJIIO-
JAETCA XapaKTepHas JUHAMHKA Pa3BUTHA 3100-
JIEBAHUSA U ONIPE/ICTICHHAA KIMHUYECKAS KAPTHU-
Ha (MyxuH KIO. u coasr., 2008). Hauaiy 3260-
JIEBAHUS NPEIIIECTBYIOT NPOJOLKUTEIbHBIC
atrurmngHbie PI1 ¢ (poKaTbHBIM KOMIIOHEHTOM U
C JIeOI0OTOM B pPaHHEM [JETCKOM Bo3pacre. PIT
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OOBIYHO PErpecCHUPYIOT MOCIE 5-6-TEeTHETO
BO3PACTA, U 32TEM HACTYIIA€T CIIOHTAHHAA pe-
MUCCHA B T€YECHUE 2-5 U 60J1ee JIeT («CBET/IbIH
IPOMEXYTOK>) (Beaumanoir A, 2001). B Ha-
omoaenuu J.A. French u coasr. (1993) cpeansisa
IIPOAO/DKUTENBHOCTD «CBETJIOIO IIPOMEXKYTKA»
cocraBiia 7 aer. «CBeT/IbIi IIPOMEXKYTOK> 3a-
KAaHYUBACTCS MOSBICHUEM PEry/LIPHBIX adeo-
PYIBHBIX SNWICIITHYECKHUX IIPUCTYIIOB, 3HAME-
HYIOIIUX COO0U I€OI0T BUCOYHOM SITIICIICUH.
3aboneBaHue NPOABIAETCA IIPUCTYIIAMHU B BUJIE
H30JIMPOBAHHON aypPhI (AMUTACTPATIbHAS AyPa C
BOCXOJAIINM OIIYIICHUEM, OOOHATE/IbHASA, BKY-
COBas), (POKATBHBIMH MOTOPHBIMH, AyTOMOTOD-
HBIMH (HAHNOO0JIe€ TUIIMYHO) U PEXKE — BTOPHUY-
HO-T€HEPATU30BAHHBIMHU MAPOKCU3MAMM.

B Hacrosamee Bpema MBC cuuTaercst MyJIbTH-
dakropuanpbHON marosoruel. OCHOBHBIMU
OPUYUHAMU Pa3BUTHA CKJIEPO3a THIIIOKAMIIA
SIBJIIIOTCS: ATUIINYHBIE (DeOPUIBHBIE CYJOPOrHd
C BBICOKOH ITPOJOJLKATEIBHOCTBIO IIPHUCTYIIOB,
MIEPUHATAIBHAA UIIEMH (TI0CIIE 28-011 HE, TeC-
TAIlUH), UHTPAKpPaHUAIbHbIE HH(peknuu (My-
xuH Kl1O., 2000; ITerpyxun A.C., 2000; Sloviter
RS., 1994; Cendes F. u coasr., 2005). Cunraercs,
4TO NPOAO/DKUATEIBHBIE ATUITHYHbBIE (DEOPIIb-
HBIE CYyJOPOTH, (peOPHIbHBIN SMIICIITHYCCKUI
CTATyC, 4 B HEKOTOPBIX CIIy4asIX JaKE €IUHHY-
HBbIF KOPOTKHM I'€HEPAJIU3IOBAHHBIN TOHHKO-
KJIOHHUYECKUHN HNPUCTYII MOIYT IIPUBOAUTH K
dopmuposanuro MBC (Cendes F. u coasr.,,
2005). CripOBOLIUPOBAHHLIE Y SKCIIEPHMEHTAIb-
HBIX KMBOTHBIX JIUTEIbHbBIC (PEOPUIBHBIC CY-
JOPOTH BBI3BIBAIOT AKCOHAIBHYIO PEOPraHHU3a-
IIUIO B HE3PEJIOM THIIIIOKAMIIE, YTO IIPUBOJUT K
€ro TUIEPBO3OYAMMOCTH C MOCIEAYIOIMIUM Pa3-
BuTHEM 1111o3a (Bender R.A. u coasr., 2003). Cy-
IIECTBYET MHECHHE, YTO B I'€HE3€ CKICPO3a TUII-
IIOKAMIIA TAKKE UMEET 3HAYCHHUE I€HETHYECCKAs
IPEAPACIONIOKEHHOCTD, UTO IIOKA3aHO HA IIPU-
Mepe H3y4YEHHsA CEMEUHBIX ciaydaes IIBD
(Kobayashi E. u coasr., 2001; Kobayashi E., 2002).

ITaneOKOPTUKAJIbHAA BUCOYHASA SMIHJICIH-
CHUA OTHOCUTCA K PE3UCTEHTHBIM (opmMam
anernicuu. [IpucTynsl, Kak IpPaBuIo, HE yAa-
€TCAd KyIHPOBATh IIPUMEHEHUEM AHTHUAIIIU-
JIENTHYECKUX npernaparoB. Hamuuue y gaH-
HOMH KaTeropuu nanueHTos MBC npeporpene-
JISIET HEOOXOJAHUMOCTb XHUPYPIrUYECKOIO BME-
IATEIbCTBA — CEJIEKTUBHOU aMUIAIOTUIIIIO-
kamrioromud (Sadler R.M., 20006).

CHUHIPOM I'€MUKOHBYJIbCUBHBIX IIPUCTVIIOB
remurnvieruy v anwiuencuu (HHE-cunapom).
CungpoMm onmcad rpymmon H. Gastaut B 1957
rogy. Bospacr gebrora nepBoro CyJopOKHOI'O
IIPUCTYIIA — OT 5 MecC. 10 4 J1eT, B 85% CIIy4aeB —
0 2-X j1eT. XapaKTePEeH INTEIbHBIN (ATUIINY-
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HBII) (PeOPUIbHBIN TEMUKOHBY/IbCUBHBIN JI1H-
JenTUu4eCcKun npucryn («pedpuabHbIA CTa-
TyC»), KOTOPBIH Yallle BCETO KyIIMPYETCS TOIBKO
B PEAHUMAITUOHHOM OTleieHnu (Shovron S.D.,
20006). Jastee, OC/IE IIPEKPAIICHUS TIPUCTYTIA K
BOCCTAHOBJIEHHUSI CO3HAHHS, OTMEYAETCA PA3BU-
THE IEPMAHEHTHOI'O reMumnapesa. ¥ 60JIbHBIX C
¢denoTuiiom «pedGpuIbHbIE TEMUKOHBY/IbCUU +
reMyIiapes3» CUMIITOMAaTH4YeCKad (POKAIbHAS
SIIETICUA PA3BUBAETCA B 85% CIIy4aeB.

Cungapom HHE gBisseTcst pe3yabTaToOM JJIN-
TENbHBIX T'€MHKOHBYJbCUBHBIX IIPUCTYIIOB
((pOKATBHBIN MIIENTUIECKUI CTATYC), PA3BU-
BAIOIIMXCSI HA (pOHE rUnepTrepMHH, BbI3BAH-
HOH 3KCTpalepeOpaIbHbBIMHU NPUYHHAMU.
JnurenbHbie (6onee 30 MUH) STWICIITUYECKUE
IIPUCTYIIBI IPUBOJAT K PA3BUTHIO OTEKA MO3I4,
KOTOPBIH MOXKET ObITh KakK JU(P(PY3HBIM, TAK U
3aTparuBarp JIMIIb  OJHY remucgepy
(Panayiotopoulos C.P., 2005). [Tocie Kyrmuposa-
HUS IPHUCTYIIOB U PA3PEUICHUA OTEKA OCTAIOT-
Csl BBIPAKCHHBIE aTPO(PHUYECKHE N3MEHEHUS
(«arepedpaibHaA reMuaTpodus» 10 TEPMHUHO-
soruu N. Tan n H. Urich, 1984) u ¢popmupyercs
HNEPMAHEHTHBIN KOHTPAJIATEPAIBLHBI MOTOP-
HbII Aepunut. J. Roger u coasrt. (1974) ycrano-
BWIH, YTO IIPOJOJLKEHHBIE (DEOPUIbHBIE IIPU-
CTyIIbI ObUIU OTBETCTBECHHBI 34 PA3BUTHE CUH/I-
poma HHE y 59 u3 92 manueHTOB. Y 3TUX 60/1b-
HBIX NpU4nHON cuHApoMa HHE MoXxeT ObITh
HAIMYHE «'€HETUYECKON IIPEAPACIIOIOKEHHO-
CTH» K PA3BUTHIO SIWIEIITHYECKOI'O CTATyCa HA
JoHE TUXOPATKHA C MNOCIAEAYIOINM BO3HUKHO-
BEHUEM TreMuIiapesa u (popMHPOBAHUEM
CHUMIITOMATHYECKOM (DOKATTBHOM JIMIIEIICUN. B
ucciaegosanuu P. Chauvel u Ch. Dravet (2005)
u3 37 nmanueHTOB ¢ cuHapomoM HHE cemeit-
HBIC CJTy4au SNUICIICUU U (PEOPUIBHBIX CYAO-
POI KOHCTATHUPOBAINCH B 22% CIIy4aeB.

T. Sakakibara u coasrt. (2009) coo6Ia0T O
CITy4ae TKETON MUOKIOHUYECKOM SITUIETICUH
mIageHuecTsa ¢ KimHUKorn HHE-cunapoma. ¥
JE€BOYKHU C KJIMHUYECKON KAPTUHOM CUHIPOMA
JdpaBe U HIECHTUPUIHUPOBAHHON MYyTaIlUEH
R1892X rena SCN1A B Bo3pacre 1 roga 4 mec.
Ha (pOHE POTABHPYCHOI MH(EKIIUU PA3BUICA
IIPABOCTOPOHHUN TI'€MHUKOHBY/JIbBCUBHDBIN 3IIH-
JIEIITUYECKUH CTATyC. B mociaenyromeMm y Hee
OTMEYAJICA NMEPMAHEHTHBIN IIPABOCTOPOHHUIT
reMHIIape3, T€eMUKOHBYJIbCUBHBIEC IPHUCTYIIDI,
AMWIENTUYECKU MUOKJIOHYC BEK, peIeKTOp-
HBIV XapaKTep IIPUCTYIIOB («3IIMIECIICHA TOps-
4e¥ BOAbI») U IIPOIrPECCUPYIONIAS] JIEBOCTOPOH-
HASA LiepeOpanbHass reMuarpodusa. JaHHBINA
(paKT CBHUIETEIBCTBYET O MOTEHITUAIBHOM PUC-
Ke pa3Butusa cuHapoMa HHE y 60/bHBIX TsDKe-
JIOI MUOKJIOHUYECKOU SIMHWICIICUECH MJIaJICHYC-
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CTBAa U O HEOOXOJAMMOCTHU I'€HETUYECKOIO 00-
CI€IOBAHUA B OTHOLICHUHW MYTAaIlUU TI'€HA
SCN1A 1ipu Bcex ciy4dasx HHE-cuaapoma.
ITatomop@onornyeckum CcyocTpaToM JJIst
pa3BUTHA (POKAIBHOM 3IMIWICIICUH IIO0C/IE Mepe-
HECEHHOTO (PeOPHWIBHOIO SIMWICIITUYECKOIO
CTATyCa CJIYKUT JIOKAIBbHASA LIEPEOPATIBbHAS aTPO-
¢ B G0MBIIMHCTBE CTy4aeB pedyb UIIET O Pas3-
BUTHH ME3HAJIBHOI'O BUCOYHOI'O CKJIEPO3a WIHN
TOYHEEe — CKIepo3a AMMOHOBaA pora (MyxuH
KIO. u coasr., 2008; Baram T.Z. Shinnar Sh.,
2002). JnurenbHble HEKYIIMpPyeMble (PeOpriib-
HBIE CYIOPOT'H BBI3bIBAIOT THTUOHpOBaHre TAMK-
€PrUYECKUX PEenTOPOB, BBICBOOOXKICHHUE BO3-
OyIIMBIX HEHPOMEOUATOPOB (IIPEKAE BCETO,
[JIyTaMaTa), KOTOPbIE AKTUBHUPYIOT N-meTwi-D-
acriapraraele penentopel (NMDA). IIpu atoM
IIPOUCXOAUT BHYTPHUKJIECTOYHOE NPOHUKHOBE-
HUE NHOHU3UPOBAHHOI'O KATBIUSA, AKTUBALMS JIH-
a3 ¥ MpOTEA3, 4YTO IMPUBOJIUT K THOE/IN KIETKY,
HAYWHAs C HOBPEKICHUS MUTOXOHIpHI (Baram
T.Z., Shinnar Sh., 2002). Makpo- 1 MUKPOCKOIIU-
YeCKH HAOJIOIAIOTCI MHOKECTBEHHBIE MHUKPO-
TPOMOO3BI U ATPOPHUIECCKUE U3MEHEHUS («KOP-
THUKAJIbHBIV JIAMIHAPHBIN CKIEPO3») B 3 U 5 CJIO-
SIX KOPBI OOJIBIINX IOJTYIIAPUI T'OJIOBHOTO MO3-
ra, IIpeuMyIecTBeHHO, noxa H1 runmoxkamiia
(Young G.B,, 20006). IIpu cunapome HHE aTpo-
¢dryeckre U3MEHEHUS MOTYT 3aXBaTbIBATH HE
TOJIBKO BUCOYHBII ITAJICOKOPTEKC, HO U HOBYIO
KOpPY, PaCIIpOCTPAHSACh HA BCIO remucdepy, a
TAKOKE MO3KECYOK, TATAMYC U JPYTUE TTOJJKOPKO-
BbI€ CTPYKTYphI (Chauvel P. u Dravet Ch., 2005).
IIporHos y 6onsHbIX cuHapomom HHE He-
OmaronpusATeH. B GOJIBIIMHCTBE CIIY4acB pa3-
BHUBAETCA PE3UCTEHTHOCTb K ADII, BBIpAXKEH-
HBII KOTHUTHUBHBII U JBUT'ATEIbHBIN JC(DUITAT.
Pas UTEeNbHAA SNWICIITUYCCKAA SHITeda-
JONATUA V. JEeTeW IIKOJIBHOIO BO3pACTd
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(DESC—cunapom). 3a601eBaHu€e ObLUIO OITUCAHO
B 2006 romy rpynmoit HeBposioros u3 Ilaproka
oJI PYKOBOACTBOM Ipodeccopa O. Dulac
(Mikaeloff Y. 1 coasr., 2006). [Ie6roT 3a6071€Ba-
HUA — B 4-11 JIeT y HEBPOJIOTUYECKH 3J0POBBIX
JeTer. XapaKTEePHO IOABJIEHUE BBICOKOY I'UIlep-
TEPMHUH, HO 6€3 IIPU3HAKOB HHTPAKPAHHUAIBHOM
nH@ekyn. Cpasy Ha (POHE THIIEPTEPMUU PA3-
BHUBAIOTCA SIIWICIITUYCCKHUC IIPUCTYIIbI, KOTO-
pbI€ OBICTPO HAPACTAIOT MO YACTOTE U IIEPEXO-
JAT B TSDKEJbIN 3MWIEITUYECKHI cTaryc. Oco-
OEHHOCTbH 3200JIECBAHUS — BBICOKAA IIPOJO/DKH-
TEJIBHOCTh AMWICIITHYECKOI'O CTATyCa TOHHUKO-
KJIOHHYECKHUX IIPUCTYIIOB — HECKOJIBKO HEAETb U
JaKe MecAleB. B 3TOT riepuoj BpeMEHU ITaIUEeH-
ThI HAXOJATCSA B COIOPO3HOM WJIHM KOMATO3HOM
COCTOSIHUH. DIMWIECNITUYECKUI CTATyC a0COIIOT-
HO pe3ucreHTed K ADIL CIIyCTs HECKOJIBKO He-
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JIeIb WIH MECSIEB 4aCTOTA IMPHUCTYIIOB IOCTE-
IIEHHO YMEHBIIACTCSA, CO3HAHUE BOCCTAHABJIHU-
Baercs. Ilocsie 3Toro, MpPakTU4YeCKu cpasy, 6e3
JIATEHTHOI'O IIEPHO/IA, XAPAKTEPHO IOSABICHHUEC
a(peOpUIBHBIX IIPUCTYIIOB C TPaHCHOpMAITHEH
B TSDKEJIYIO CHMIITOMATHYECKYIO (POKAIBHYIO
(06pryHO BHCOYHYIO) atwiencuio (Korff Ch. u
C0asT., 2009). Bugeo-939I" MOHUTOPHUHI PETUCT-
PUpPYET 3IEKTPO-KINHUYECKUE IMPU3HAKU (PO-
KAJIbHBIX AMWICTITUYECKUX IIPUCTYIIOB, KAK B OC-
TPOM IIEPUOJE, TAK U IIPU PA3BUTUU PE3UCTCHT-
HOM 3IWIETICUH, YTO YKA3bIBACT HA BOBJICYCHUE
IEPUCHWIBBUAPHON OOIACTH.

IIpu DESC-cuHapoMe BcCerga OTMeYaercs
(GOpMUPOBAHUE TSKEIOTO HEHPOICUXOTIOTH-
4eCKOro Je(puIunTa: pACCTPOUCTBA NAMATH, pe-
4y, IIOBEJCHUS; B HEKOTOPBIX CJIy4asiX B COYe-
TAHUU C IBUI'ATEIbHBIMH HapyleHuAmMu (My-
xuH KIO., 2009). ITo ganasim MPT ucciaenosa-
HHS, KOHCTATUPYETCA OWIaTEpaIbHAA aTPO-
¢usA runnokaMios — B 70% ciaydaes. IIporaos
32060/I€EBAHUA TSLKEJTbIN. BHCOUYHAS SIIICTICHA,
pa3BuBaOMAACA 1OCAE (PEOPHUIBHOIO IMH-
JIEITUYECKOTO CTATyCa, HE KOHTPOJHUPYETCA
ADII. Mikaeloff Y. u coast. (2006) peKOMeH/Ty-
IOT paHHEE Ha3HA4YE€HHE KOPTUKOCTEPOUTHBIX
TOPMOHOB B BBICOKHX J]034X IIPU BO3HUKHOBE-
HUH (peOPHMIBHOIO SIUIEIITHYECKOTI'O CTATYCA.

Cunapom AHrenpMaHa. 3a60€BaHuEe ObUIO
orrcano H. Angelman B 1965 rogy. OCHOBHAs
IpuurHa CUHAPOoMa AHrenbmaHa (CA) — pese-
U B 00JIACTH XPOMOCOMBI 15, 1oKyC 15q11-
q13. JedeKTHyI0 XpOMOCOMY OOJIBHBIM JCTAM
nepenator marepu (Valente K.D. u coasr., 20006).
VYV 60apHBIX CA HAOGIIOAAETCS ONPEICTCHHBIHN
YePEIHO-TUIEBOH JUCMOPPU3M: MUKpoIieda-
JIVSL, TUIIOILIA3HS CPETHEH YaCTH JIULA, TTTYOOKO
MOCAKEHHBIEC IJ1a34, BBICTYIIAIOMIAs BIEPE],
HIDKHSSL YEJIIOCTh, MPOTPY3US S3bIKA, OTKPHI-
TBIU IIUPOKUH POT, «OCTPBIF» NOJO0POAOK, -
POKHE MEX3yOHBIE IIPOMEXKYTKH. XapaKTepPHA
CBOEOOPA3HAA «KYKOJIbHASL», «MAPUOHETOYHAA>
MOXO/IKA: ITAITUEHTHI IIPU ABIPKECHUH IIOMOTAI0T
YAEPKATH IOJOKEHUE TEJIA B IIPOCTPAHCTBE Py-
KaMH (Kak Obl 6amaHcupys). ONHCaHO IIOSABIIC-
HUE HEOOBIYHBIX JIBIKEHUI, KOTOPHIE BKJIIOYA-
IOT B CEOA CTEPEOTUNNHU (TUIIUYHO — XJIOIIAHbE
B JIAJIONIH, PA3MAXUBAHHE PYKAMHU), HETPYOBIH
CTATHYECKHUI TpeMop. 11 60IbITMHCTBA MAIH-
€HTOB X4APAaKTEPHA BBIPAXKEHHAS 33/ICPXKKA IICH-
XOMOTOPHOTO U PEeYeBOro pas3sutusa. OKoOI0
10% pereri ¢ CHHAPOMOM AHI'€/IbMAHA TAK U HE
IPUOOPETAIOT HABBIKOB CAMOCTOSTEIBHOU
XOAbOBL I'pybO€ HEAOPA3ZBUTHE PEUM — XAPAK-
TEpHAsA OCOOEHHOCTH IMAITMEHTOB. B moBegeHnn
OOJIBHBIX JJOMUHHPYET HEMOTUBHPOBAHHBIMH,
HEYMECTHBIN CMEX; JIUIO IPUOOPETAET CBOCOO-
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Pa3HOE «CYACTIIUBOE», <YMUPOTBOPEHHOE> BbI-
pa’KEHUE, 4YTO U JAJIO IIEPBOHAYATIBHOE HA3Ba-
HUE CHHJIPOMY — <«CYACTINBAS MAPHOHETKA»
(Gobbi G. u coasr., 2005).

DOUIENCUs BCTPEUAETCS Yy OOJBIIMHCTBA
60apHBIX CA. /Ie6I0T SIHMIEICUH HAOTIOAAETCH,
IIPEUMYIIECTBEHHO, B PAHHEM JIETCKOM BO3pac-
Te, B cpeaHeM — B 13 mec. (Valente K.D. u coasr.,
2003). Hepeaxko 3a60seBaHue MaHU(pECTUPYET
C (peOPUIBHBIX IIPUCTYIIOB, YTO CYUTACTCA Xa-
pakrepHbM 1 CA. I'eHepan30BaHHBIE CyAO-
PO’KHBIE IPUCTYNBI IPU THIEPTEPMHUU OTMEYA-
I0TCs 6osiee ueM B 50% cirydaeB (Matsumoto A. u
COaBT., 1992). V gerer crapuiero Bo3pacra npu
CA XapakTepHO ydYall€eHWE IIPUCTYIIOB JAXKE
IPU HEBBICOKOM IIOJ’bEME TEMIIEpATyphL. B
3TOU CHUTYALIUU HEPEIKO OTMEUYAETCA IIEPEXO/]
IIPUCTYIIOB B CEPUITHBIE U PA3BUTHE JITIJICIITH-
4geckoro craryca (Viani F. 1 coasr., 1995; Valente
K.D. u coasr., 2006). Hau6osiee XapaKTepHBIMH
OPHUCTYIIAMH A1 OOJBHBIX CHHAPOMOM AH-
reJIbMaHa CYUTAIOTCH ATUITUYIHBIE A0CAHCHI, M-
OKJIOHUYECKHE, TEHEPATN3OBAHHBIC CYJOPOXK-
HBIE, a4 TAKKE SIMIICITHIECKHUE TIPUCTYIBI, HUC-
XOJAIIME U3 KOPBI 3aTbUIOYHOM JOMU. Bee atn
THUIBI IPUCTYIIOB MOTYT IIPOBOIIHPOBATHCS JIH-
XOPAJKOMH, 1a’Ke BO B3pOocyioM Bo3pacre (Gobbi
G. 1 coaBr., 2005). TUNTMYHO BOZHUKHOBEHUE U
y4YalleHUue T€HEPATHU30BAHHBIX CYJOPOKHBIX
IIPUCTYIIOB IIPU THIIEPTEPMUH.

Jduarnocruxa PpeOpwIbHBIX IMPHCTYIIOB.
Jdunaraos OIT — UCKIIOYUTETbHO KIMHHYECKHL:
YCTAHOBJIEHHE (DAKTAa HAIUYHUA SIHICIITHYEC-
KUX IIPUCTYIIOB HA (POHE NOBBINMIECHHOM TEMIIE-
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paTypsl Tena y aerei B Bo3pacre 10 6 ser. Oc-
HOBHA4 CJIO’KHOCTb, TPEOYIONIAs IOBBINIEHHOT'O
BHHMAHUSA Bpa4deH K JaHHOU IIpobieme, — UcC-
KIIOYEHHE JPYIUX 32001€BaHUN (IIPEXKIE BCE-
IO, MHTPAKPAHUAIBHBIX HH(EKIIMI), 4 TAKKE
cungpomoB HHE u DESC. BonbIMHCTBO HEBPO-
JIOTOB PEKOMEHYIOT T'OCHUTAIU3UPOBATDH IIa-
OUEHTOB IIpyu nepsBom 3nmnzone PII (baganaH
J1.O. 1 cOoaBT., 1988). HeoO6X0AMO IPOBEACHUE
JUATHOCTHYECKHUX MEPOIIPUATHUM, UCKIIOYAIO-
X HEHPOUH@PEKINI0 (MEHUHIUTHL, dHIE(a-
JIUTBI, a06CIeCC MOo3ra). M3BeCcTHO, HanpuMmep,
4TO IepleTUYECKUI HIIEPATUT MOXKET 1eO0-
THPOBATh T€HEPATHU3OBAHHBIMHU CYJOPOKHBIMU
NPUCTYIAMHU IIPH BBICOKOM TeMmmeparype. Ma-
Jleyniee NoJO3PEHHUE Bpaya Ha HEUPOUHQEK-
[JHIO, 4 TAKOKE TAKHE IIPU3HAKHU KAK JJINTEIbHBIA
@II, cepuriHbIE IPHUCTYIIbL, KOMATO3HOE COCTO-
HUE ITAITUECHTA, CTOMKas TUIIEPTEPMUS IO BBICO-
KHUX HUDP — TpeOyIOT IPOBEAECHUA CITMHHOMO3-
TOBOM IIYHKIIWH C AaHAIM30M JINKBOPA.

DI uccienoBaHue, Kak U JJINTEIbHBIN BU-
1€0-DOI MOHUTOPUHT C BKIIOYCHUEM CHA, UT-
PAaIOT HE3HAYUTEIBbHYIO POJIb B JUATHOCTUKE
COOCTBEHHO (PeOPHIBHBIX IPUCTYNIIOB. BmecTte
C TE€M, OHM BAKHBI JJI1 UCKIIOUYECHUS SITHJICII-
CHH, OCOOEHHO — HCCJIEJOBAHUS B JTUHAMUKE.
OOI uccnesoBaHUE B MEXKIIPUCTYITHOM IIEPUO-
e npu TUIIHYHBIX ®C HE OTINYAETCA OT HOP-
mbl (MyxuH KIO. u coasr., 2008). HekoTopsie
aBTOPBI OTMEYAIOT ITOBBIIIEHHYIO YACTOTY 00-
HAPYKEHUS TUITHATOTMYECKON TMIEPCUHXPO-
HHU3aUUU (PUC. 1), 9TO HE ABIAETCI JOCTOBEP-
HbIM KputepueM (Panayiotopoulos C.P., 2005).
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Puc. L. IMMamment B.B., 6 jicT. [IMarHo3: TUIIMYHbIE (DEGPHILHBIE IIPUCTYIIBL [TOCIIEIHME IPUCTYIT B BO3PACTE 4,5 JIeT.

Buzeo-90I' MOHUTOPUHI' CHA: IOC/IE HACTYIUVIEHHS CTAMH JPEMbI 3aPETHCTPHPOBAHBI AU(P(PY3HbIE BCIBIIKA BBICOKOAMIUIUTYIHBIX
MEJJIEHHBIX BOJIH YACTOTOH 4,5—5 11 C BBIPAKEHHBIM aMIUTUTY/IHBIM IPEOOIaIaHIEM B IIEPETHIX OTAeIaX. OTMEYAETC PETHOHATIHBHOE
AMIVIMTYJHOE IIPEOOIAAAHIE B JICBBIX JIOOHO-LIEHTPAILHO-BUCOYHBIX OTAEIAX. B CTPYKType BCIBIIIKU B JIOOHBIX, JOOHO-LICHTPATIBHBIX
00IACTAX OTMEUYAETCS BKIIOYEHHE CITAFKOB, OCTPBIX BOTH C PETMOHAIBHBIM HAYAJIOM B JIEBOM IIEHTPATHLHOH O0IACTH. YKa3aHHBI DOI-
HATTEPH COOTBETCTBYET TMITHATOTMYECKOH THIIEPCUHXPOHU3AINH. O6111as o1ieHKa OO — BApHUaHT HOPMBL
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ITpyu arnnnyHbIX PIT MOXKET pETNCTPUPOBATD-
CA IPOAO/LKEHHOE PETHOHATIBHOE 3aMelJie-
HHUE (OOBIYHO B OJTHOM U3 BHCOYHBIX OTBE/IC-
Hui) (MyxuH K.1O., 2000). ITpu cunapome de-
OPUJIBHBIX CYJJOPOT IUTIOC HEPEAKO ONIPEICIIA-
IOTCSI KOpOTKUE au@@y3HbIE Pa3PAIbl ITHUK-
BOJIHOBOI aKTUBHOCTH B (pOHE.

MPT mcCaegoBaHUE HA3HAYAECTCA TOJIBKO
IO MOKA3aHUAM — B CJIydae aTUIINYHbIX PII.
MPT npwu Tunnuysbix @II Bcerga He BBIABIACT
OTKJIOHCHHUI OT HOPMBI, 34 HCKJIIOYCHHUEM
«CJIy9alHBIX HAXO/JOK», U B PEJIKHUX CIydasax —
IIPU3HAKOB «HE3PEJIOCTH MO3ra» (HapuMmep,
3a/IEPKKH MUETUHU3anun). [Ipu aTUIIMYHBIX
®II HEpEAKO BU3YAIIU3UPYETCS CKIEPO3 AMMO-
HOBA pora (IMIMO3 T'MIMNOKAMIAJIbHON 006J1acC-
TH) — CEPBE3HBIN IIPU3HAK BEPOSTHOI TPAHC-
dopmanii B CUMIITOMATHYECKYIO ITATIEOKOP-
TUKAJIBbHYIO BUCOYHYIO SMWIENCHUIO (puc. 2). B
JI0OO00M  CiIy4ae,
MOKAa3aHUA JJIA
MPT npu OII
JOJKHBI  OBITH
CTPOTO apryMeH-
TUPOBAHBL: 3TO,
IJIAaBHBIM 0OOpa-
30M, 4aCThI€ ATH-
nuyHbie PII ¢
BBICOKOHM IIPO-
JOJIKUTEIBHOC-
ThIO NPHUCTYIIOB
U HAINYHEM O4a-
I'OBBIX HEBPOJIO-
THYECKUX CHMII-
TOMOB. IIpoBege-

Puc. 2. ITasment M., 11 nert. /luarHos:
CHUMIITOMATHYECKAs MAJIEOKOPTH-
KaJIbHAs1 BHUCOYHAsA 3SIIMJIEICHS,
Pa3BUBLIAACA IIOCIE ATUIIMYHBIX
(beOPUIBHBIX IIPUCTYIIOB.

IIpu BBICOKOpa3pemaromem MPT mue MPT Heo6-
HCC/IEIOBAHUH BhIABIAeTCA atpodus XOAHMO IIPH I1O-
TOJIOBKH IIPABOIO THUOIIOKaMna JO3PCHIM HA CHH/-

(mpodeccop A.A. ATUXAHOB). pOMBI HHE u DESC.

Benenue GonbubIX ¢ heOpIHHBIME IPH-
CTYIIAMM M TEPATICBTHIECCKAA TaKTHKA. [ IpU pe-
LIEHUH BOIIPOCA O TEPANEBTHYECKOUN TAKTHKE
npu PI1 caexyer uMmeTs B BUY 1Ba (pakropa. Ilep-
BbIF (PAKTOp — OJIArONPHATHBIN: OOIIMU PHCK
TpaHcdopmayu 11pu OI1 B SIMIIEIICHUIO COCTAB-
Jsier He 6onee 10% cirygaeB (Myxun KIO. u co-
aBT., 2008). BTopoii (pakTOp — HETATUBHBII: PUCK
noBTOpsAeMOCTH DI, pHCK pa3BUTHA SIMIIEIICHH,
PHCK BOBHUKHOBEHHS TSLKEIOTO IIOPAYKEHMS TO-
JIOBHOI'O MO3Ia IpU NpoAo/LKuTeNbHbIX PI1, co-
LIUAIbHBIE (DAKTOPBI («CyAOpPOKHAA (poOHs» B Ce-
MBSIX IIAIUEHTOB). BOJIBIIMHCTBO POAUTENIEH BO
BpeMs NEPBOTo AMn30a PIT HeOObMAMHO HAITY-
TaHBI ¥ CYUTAIOT, 9YTO UX PEOCHOK YMHUPACT.

IIpy NOBBIIEHUH TEMIIEPATYPHI Y JAETEU C
@Il B aHaMHE3€ IIPOBOAATCA MEPOIIPHUATHUA,
HAIIPABJIEHHBIE HA CHIDKEHHE TEMIIEPATYPHI Te-

Detpunvrvie npucmynst (nexuyus)
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OB30OPbI M JIEKLIMH

J1a (BKIIOYAs (PU3UIECKOE OXJIAKICHHUE U OOTH-
panuns). Ilpumensercss Hypo(€H B CYyCIIEH3UH B
J03e 5-10 Mr/Kr kaxaple 6—8 9, MAKCUMAJIBHO
10 300 Mr/cyr; apeparal B PEKTATbHBIX CBE-
4gax. IIpy BBICOKOM JINXOPAJKE IIOKA3aHO BBEIE-
HHUE JINTUYECKUX CMECEU BHYTPHUMBIIICYHO
(aHaareTuk + HO-1MIIA + AHTUTUCTAMUHHBIN
npenapar). B TsoKenbIX clydaax B CXeMy Jiede-
HUS BKIIOYAIOT KOPTUKOCTEPOUTHBIE TOPMOHBL.

IIpy HAIMYHUN ITIOBTOPHBIX aTUIIMYHBIX PII,
YCTAHOBJICHUU JTMATHO32 TLKEION MUOKIOHH-
YEeCKOU IMWIETICUY MIAJICHYECTBA WIN CUHIPO-
Ma (peOPIIBHBIX CyIOPOT IUIIOC PEKOMEHAYETCS
JUINTEIbHOE HA3HAYCHUE AaHTHIITIICIITHYCCKHUX
IIPENAPATOB B COOTBETCTBHUH C (POPMOI SITHJICTI-
CHH U XaPAKTEPOM IIPHUCTYIIOB. B GOIBIINHCTBE
CJIy9a€B IPENAPATOM BbIOOPA CIIY:KUT BAJIBIIPO-
€Bas KUCI0TA. [IpuMeHseTcss KOHBYJIEKC B Ta0-
JIETKAaX MPOJOHTHPOBAHHOTO JCHCTBUS B J0O3€
500-1500 mr/cyr (20-40 MI/Kr/CyT) JBAKIBI B
nesb (Kapnos B.A,, 2003; MyxuH KIO. u coasr.,
2008; Shorvon S.D., 2006).

IIpyn tunmuneix CII pmreabHOE Ha3HAYE-
Hue ADIT HegonycTumo! BO3MOXHO 2 MeTOAA Te-
panuu: 1IpepuIBUCTOE HasHadyeHnue ADII nepo-
PaJIbHO BO BpEMS JIUXOPAJKU U ITAPEHTEPAIIb-
HOE BBE/ICHUE IIPENIAPATOB B HAYAJIE PA3BUBIIC-
rocsa npucryna (bagaman J1.O. u coasrt., 1988).

IIpepbiBucTadg npodumaakrruka ADI1 Ha3Ha-
qaercsa y gereri ¢ ®I1 B aHaMHe3€e IIPH ITOBBIIIE-
HUHU TeEMIIEPATypsl. IIpenapaTsl IPUHUMAIOTCS
B TEUYCHHE BCECU JUXOPAJKU U 2—-3 THA IOCIE
Hee. CTapToBas TePANUsA OCYIIECTBIIAETCA C pe-
HOOapOuTana. PeHOOGAPOUTAIT IIPUMEHSIETCI B
po3se 50-100 mr/cyr (3—-5 MI/Kr/cyr) B 2 1Ipu-
ema ¢ 12-9aCOBBIM UHTEPBAJIOM B TCYCHHE JIN-
XOPAJIKU U HECKOJIBKO JTHEU 1ociae Hee, PeHo-
6apOUTAI, UMEIOIIHI OOIBITIOE KOJTUYECTBO TH-
JKEJIBIX IMOOOYHBIX 3(P(PEKTOB, NPAKTUYECKH
0€30MaCEH IPHU CTOJIb KPATKOBPEMEHHOM IIPH-
eme. IIpenapar BTOporo BeIOOpa — K1006a3am.
Hasznauaerca @pusuyMm (npenapar B Poccru He
3aPETUCTPUPOBAH) B 103€ 5—10 Mr/cyT (OKOJIO
0,5 Mr/kr/cyr) B 2 npuema ¢ 12-4aCoBBIM HH-
TEPBAJIOM U OOIIEH HNPOJOLKHUTEIBHOCTBIO
npuema — 3-7 nHel. Taxke BO3MOXKHO Ha3HA-
4YeHHE KOHBYJIEKCA B (popMe TaOIEeTOK IPOJIOH-
TUPOBAHHOTO JIEVUCTBUS B CcpenHeu nmo3e 30
mr/kr/cyr (300-900 mr/cyr) ABYKPATHO, IIPO-
OOJDKHUTEIBbHOCTBIO 0 7 JHEH. [/TaBHBIE OCTO-
HHCTBA KOHBYJICKCA B 3TOM CJIy4a€ — XOPOIIas
MIEPEHOCUMOCTh C OTCYTCTBHEM BIUSHUA Ha
KOTHUTHUBHBIE (DYHKIIUHU U BO3MOXKHOCTD OBICT-
PO¥1 OHJHOMOMEHTHOM OTMEHHI IIpEnapara.

Cnenyer UMETh B BUY U OOBSICHUTD POAU-
TeJAM, uTO 1pueM ADII r1pu IMXOpaJKe HE MO-
JKET rapaHTupoBaTh B 100% CirydaeB 3a1UTHI
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OT BO3HUKHOBeHUA PIT 1 HE IpeJOXpaHIEeT OT
JanpHerned Tpancopmanyu PI1 B anwien-
cuto (Camfield C., Camfield P., 2005). Bo-niep-
BBIX, [IPU IEPOPAJIBHOM IIPHUEME IIPEIIAPATHI
BCACBIBAIOTCA OTHOCHUTEJIBHO MEIJICHHO, U B
T€YEeHHE NPUMEPHO 30 MHH ITIOCJIE UX IIPUEMA
IMALUEHT OCTAETCA «HE3AIUIIECHHBIM», BO-BTO-
PBIX, JAKE€ HAIAYHE TEPANEBTUYECKOU KOH-
neHTpanuu ADIl B KpOBH HE MOXKET IIOJTHO-
CTBIO I'apaHTHUPOBATh OTCyTCcTBHE PII. BMecTe
C TeM, «IPO(PHWIAKTHYECKUIT» Tpruem ADIT npu
JIUXOPAJKE B OOJIBIIOM IIPOIECHTE CIy4a€eB 3a-
IIUIIAECT JETEH OT BO3HHUKHOBECHHS TSLKEIBIX
POJOJLKUTENBHBIX (PEOPUIBHBIX ITPHUCTYIIOB,
KOTOPBIE MOTYT BBI3BATh HIIEMHUYECKOE IIO-
Bpexaenue mo3ra (Kapios B.A,, 2003; Shorvon
S.D., 2006; Sakakibara T., 2009).

Tepanua ¢pedpribHOro nnpuctyia. [Tapenre-
PaIbHOE BBEJCHUE IIPEIIAPATOB OCYIIECCTBIISCT-
ca1 B MOMeHT HavaBnmmxcss PIT. Ilenp gaHHOIO
METO/IA TEPAIIMHN — KyIIMPOBAHUE IIPHUCTYNA U
IPEAYIPEKICHUE PA3BUTHA JJIUTECIBHOIO IIPHU-
CTyIIa U SIMIICIITHYECKOTO CTATyCa C BO3MOXK-
HBIM ITIOBPEXK/IAIONIUM BO3ACIICTBUEM HA MO3T. B
3TOM CIy4a€ IPUMEHSIOTCA JBE I'PYNIILI Ipena-
PaTOB: OEH30/IUA3CTIMHBI U BAIBIIPOATHI /1A 11a-
peHTEpIbHOrO BBeAeHUA. M3 6eH30ua3€eInmn-
HOB HaIlIeJI IIPUMEHEHUE Juas3eraM (PeIaHuyM,
CENYKCEH, BAJIMYM) BHYTPHUBEHHO WIN BHYTPHU-
MBIIIEYHO (B 2 w1 — 10 mr) B pa3osoit 1o3e 0,25
MI'/KT; BOBMOXKHO BBeZIeHHE 2 Pa3a B CyTKU. Cym-
MapHas 1032 JUa3€lIaMa B CYTKH COCTAB/IIET HE
o6oJ1ee 5 MI 1A JeTeH 10 5 net; 20 MT — U1 JeTeH
6-12 ner u 40 mr — g aerei crapmre 12 jer
(Arzimanoglou A. 1 coasT., 2004).

B Hamen crpaHe HeJOCTYIIEH JHA3€IlaM B
PEKTAIBHBIX Ty0ax (10 5 1 10 Mr) — 6a30BBIH
IIPENnapaT B EBPOIENCKOM IPAKTUKE JJIA KyITHU-
poBaHus (PEOPUIBHBIX CYJOPOTr' B JOMAIIHUX
ycinoBusix (Camfield C., Camfield P., 2005). Iua-
3€IIaM B PEKTAJIbHBIX TyOaX BBOJUTCS PEr rec-
tum B 103€ 5—10 MI' OJHOKPATHO B HAYAJIE IIH-
nenrruyeckoro npucryna (Knudsen FU., 1979).
Heocriopumsble JOCTOMHCTBA IIpenapara 3a-
KIIOYAIOTCSI B €r0 BBICOKOHM 3(P(PEKTUBHOCTU
(IpephIBACT HAYABUIMICA MPUCTYII U IIPEIO-
XPAaHAET OT JUINTE/IbHBIX, TSLDKEIBIX U IIOBTOPHO
BO3HUKAIOIIHNX 32 KOPOTKUH IIEPHUOJ, BPEMEHH

buomauorpadus

IIPUCTYIIOB), 4 TAKXE yJOOCTBO NPUMEHCHUS
(1 poauTeNne HEBO3MOKHO BBIIIOJIHUTD BHY-
TPUBEHHOE BBEJICHHE HA3CIIaMa U TIKEIO
IIPOBECTU BHYTPUMBIIICUYHYIO HHBEKITHUIO B 9KC-
TPEMAJIBHBIX YCI0BUAX). HEKOTOpbIE aBTOPLI
PEKOMEHIYIOT IPUMEHEHUE JAHHOTI'O IIpenapa-
Ta ABAXKIBI B ICHb B pa30BOI 03¢ 0,5 MI'/KI'/CyT
BO BpEMsI JIMXOPAAKHU I NPOoPIakTUKu PIT
(Camfield C., Camfield P., 2005).

Bropas rpyriia nperaparos IapeHTePATILHO-
IO BBEJCHUSA I KyIIMPOBAHUA PA3BHUBIICTOCS
(peOpWIBbHOIO IPHUCTYNA — BAJIBIIPOATHL. B Ha-
HIEH CTPAaHE JOCTYIIEH KOHBYJIEKC I UHbBEK-
i, IIperapar BBITYCKA€TCA B AMITY/IAX 110 5 MJI,
B VIIAaKOBKe 5 mITyK. OgHa amiryia cogepxut 500
MI BaIbIIpoaTa Hatpwys (100 mr/mr) 11 BHYTPH-
BEHHOTI'O BBegeHUA. [Ipy BHYTPHMBEHHOM CTPYH-
HOM BBEJICHUH IIPENAPATA JOZUPOBKA COCTABIIA-
er 10-15 mMr/kr/cyr (pa3osas J03a BBOOUTCA
MEJJICHHO B TEYEHUE 5 MUH), 4 [IPU BHYTPHUBCH-
HOM KAaIIeJIbHOM (Ha M30TOHHYECKOM PaCTBOPE
xyiopyuaa Harpua) — A0 1,0 mr/kr/4gac. CpenHsas
CyTO4Has 103a mpernapara cocrasmsier 20-30
MI'/KT, HO He 60see 2500 mr (Kapios B.A., 2007;
Myxun KIO. u coasr., 2008). TepaneBruyeckas
KOHIICHTPAIIM IIPENapaTa B KPOBU YCTAHABIIU-
BAETCS YKE 4yepe3 3—5 MHUH BBEIECHIST; IIPHU 9TOM
OIITUMAJIbHASI KOHLEHTPANHA COCTABIIET 75
MKT/MiI. K JOCTOMHCTBAM NIpenapara caeayer OT-
HECTHU OTCYTCTBHE CEJATUBHOIO 3(P(PEKTA; OH HE
YIHETACT JABIXAHHUE, HE BBI3ZBIBACT OPaIUKAPIHIO
1 APUTMHIO, HE CHIDKAET apTEPUATIBHOE JIaBjIe-
Hue (Kapnos B.A, 2007). EZMHCTBEHHBIIN HENO-
CTAaTOK — poguresM gereri ¢ OIT nmpakrrnyecku
HEBO3MOKHO HIPHUMEHATDH IIPENnapaT B JOMAII-
HHUX YCIOBUAX. B 3TOM Cilyyae KOHBYJIEKC 1A
UHBEKIIUI MOKET ObITh OJHHUM M3 IIPEAPATOB
BBIOOPA IS KyITUPOBAHMA JyTUTENbHBIX PIT 6pH-
ra/I0M CKOPOM ITOMOIIY WIH JJOMAIITHHUM BPa4YOM.

IIpOrHo3 B NOAABIAIOMIEM OOJIBIIUHCTBE
caygaeB @I GmaronpudaTHbIN. JIUuib B egu-
HUYHBIX CJIy4asX BO BPEMs JJIUTECIbHBIX IIPH-
cTynoB win craryca ®IT (0ObIYHO ITO IIEPBBIE
3nu30b61 PIT) BO3ZMOXKHO pa3BUTHE MOPPO-
JIOTHYECKUX U3MEHEHUH B MO3Tre ¢ POPMUPO-
BAHHEM OYaroBbIX HEBPOJOTHYECCKHUX CHMII-
TOMOB M UCXO/IOM B CHUMIITOMATUYECKYIO (pO-
KaJIbHYIO 3IWJIEIICHIO.
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