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nevictue [1DI1 Ha ropMOHaTBHYI0 GYHKUIWIO Y KEHIIWH SIBJISI-
ercs 3HaYMMbIM. OTyGIMKOBaHBI JaHHBIE 00 MCXomax Gepe-
MmeHHocTH Tipu MoHoteparnuu JITL[ [9, 10], TeparoreHHbIX
CBOICTB Ipernapata He BoisiBieHo. B 111 TpumecTpe 6epemeH-
Hoctu KoHueHTpauust JITL B kpoBu cHuxkaetcst no 40—60%
110 CPAaBHEHUIO C €r0 YPOBHEM B KPOBU POXKEHUIL. DTO CHUXE-
HUE TIPOUCXOIUT B Pe3yIbTaTe MOBBIIIEHUS TTIOYETHOTO KPOBO-
TOKa B TIO3IHNE CPOKU OCPEeMEHHOCTU U yXYIIIeHUs adbcopO-
1y npernapara B 3ToT nepuon [11]. [Tpu rpynHOM BcKapmim-
BaHMU CJIEIyeT YUYUThIBATh HU3KYIO CBSI3bIBAIOIIYIO CIIOCOO-
HocThb JITL] mporenHamu mia3mel KpoBu (okojo 10%), Beaen-
CTBUE YETo Mpernapart JOJKEH JIETKO MPOHUKATh B TPYJIHOE MO-
J0ko. OmHako yxe 4epe3 36 4 rociie poloB KOHLEHTpPAIIMs
JITL B kxpoBuU pebeHKa Npu TPyIHOM BCKapMJIMBAaHUU COCTaB-
nsiet Bcero 7,9% HOpMaM30BaHHOIM 10 Macce MaTepUHCKOM
JIO3bI, UTO HE UMEET KJIMHUYECKOro 3HaueHust [11].

K coxanenuio, Beicokasi croumocth JITLL B Haleit ctpa-
HE CIEpXMBaeT ero IMPOoKoe MPUMEHEHUE W YacTo SIBJISIETCS
TMIPUINHON TEKOMITEHCAIINY MeTUKaMEHTO3HON peMUCCUu, To-

CKOJIbKY TIAIIMEHTHI CAMOCTOSITETbHO YMEHBIIAIOT CYTOUHYIO
JIO3y TMperiapara, cTapasich yIeleBUTh JIeUeHUE.

TakuMm 006pa3oM, pe3yJbTaThl TPOBEAEHHOTO UCCEI0Ba-
HUS YKa3bIBAalOT Ha BBICOKUI YPOBEHb «ydepKaHUsI» MalUeH-
TOB C MapuUMaibHOW KPUNTOrEeHHOW M CUMITOMATUYECKOM
SMWJIETICUE ¢ TIpeobIalaHueM B CTPYKTYPe TTOTUMOPGHBIX 1
BTOPUYHO-TEHEPATM30BAHHBIX TPUTIAJAKOB HA MOHOTEparuu
JITL. IMoka3aTenb «yaepxkaHusi» Ha Tepanuu Ha MPOTIXKEHUU
3 et cocraBui 83,1% y nauueHtos, kotopbiM JITL] HazHava-
JIA B KA4eCTBE MEPBOIi MOHOTepanuu, U 69,4% y OOJIbHBIX, Y
KOTOpPBIX 3TO ObLI BTOpOii nbo Ttpetuii [13I1. B noxasinsiio-
meM OOoJILIIMHCTBE ciydyaeB mnepeHocumocTh JITL Obuia oT-
JINYHOU (OTMEHa BCJIENCTBHE TOOOYHBIX SIBIEHUN — MeHee
yeMm y 8,2% mnanueHTtoB). [lonyueHHbIE pe3yabTaThl CBUIE-
TeJabCcTBYIOT 0 ToM, 4To JITL MoXeT okazaTbcsl mpernapaTtom
BbIOOpA MPU UIUTEIbHOU Tepanuu MapuuajlbHONU SMUICTICUU.
ITo a3(ppekTMBHOCTU M MEPEHOCUMOCTH, (PapMaKOKMHETHUYE-
cKuM U dapMakoanHamuueckum xapakrepuctukam JITLL
MpuOIMKaeTcsa K «uaeanbHomy» [1D11.
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Kaghedpa nesponoeuu, Hetipoxupypeuu u MeOuyuHcKoi eeHemuKu neduampu4eckoeo paxyiomema
T0Y BIIO PHUMY um. H.U. Ilupoecosa Poc3dpasa, Mockea, omodenenue ncuxoregponoauu No2,
I'Y Poccuiickas demckas kaunuueckas 6oavHuya Poczopasa, Mockea

KNMHHUKO-3NeKTPO3HLehanorpauuecrni
nonMMopun3m 3N0Ka4eCTBEHHbIX MUTPUDYIOLNX
napunanbHbiX NPUCTYNOB MNajleH4YecTBa

3nokauecmeentvle Muepupyouue napyuanvivle npucmynst maadenuecmea (3MITIIM) — pedxuii snusenmuueckuii CuHOpom, KOMopbwlii de-
Oromupyem 6 nepevle 6 mec JHCUZHU U XAPAKMEPU3YEM s MHONCECMBEHHBIMU NPOOOANCUMENbHBIMU JNEKMPOIHUeParoepapuuecKumu u sex-
MPOKAUHUYECKUMU (POKAAbHBIMU NAMMEPHAMU C 806AEHEHUEM PA3AUMHBIX HE3ABUCUMbIX 0MOeN08 0beux eemucdep, a makice 3a0epicKoli
ncuxomomopHoeo paszeumus. Ilpednacaemces caedyrowjee Hazganue 043 0aHHO20 CUHOPOMA: «310KAHECNBEHHAS SNUACNCUS MAAOCHHEeCMEa C
MUSPUPYIOUUMU MYALIMUGOKANbHIMU npUcmynamu», uiu «cunopom Konnora—/wnaka». [lpedcmasneno nadarodenue 19 demeii ¢
3MIIIIM, komopbix 06caedosanu u neuutu 6 omoeseHuu ncuxounesponoeuu No2 Poccuiickoli 0emckoll KAuHu4eckoll 60abHUYbL. Y écex nayu-
eHmoe npu 6udeoMoHumopunee snekmposryedanoepammol (III) eviaeasnucy ouenv uacmole U NOAUMOPPHbIE NPUCMYNbL — He MeHee 5 mu-
n08 y Kaxcdoeo pebeHKa ¢ UKmanbHbiMu NAMMEPHAMU, UCXOOSUUMU U3 PA3AUYHBIX omdenos obeux eemucghep. Y maadenyes ¢ SMITTIM 6bi-
au evidenenst 4 noomuna cundpoma: 1) «kaaccuueckas» gopma ¢ papmaKope3ucmeHmusiM MUSpUPYIOUUM SNUACHMUMECKUM CIMAMYCoM
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(DC) muepupyrouux MyabmupoKaibHbIX NPUCIYNO8 U AOCONOMHO HeOAa20NPUSMHbBIM NPOSHO30M (R=7); 2) maxiceaas Mukcmaeopma
(BMIIIIM + panuss muokaonuyeckas sHyegaronamus — PMD) ¢ kombunayueii snexkmpoxaunuueckux npusnaxos 3IMIIIIM ¢ muepupyro-
wum myasmugorxanrvivim IC u PM3 ¢ xaomuunvim <1emyuum» MUOKAOHYCOM U «CYNPECCUBHO-B3PbIBHbIM» NAMMEPHOM ¢ OUGhDy3HbIMU NO-
AUNUK-801H08bIMU padpsadamu Ha DI (n=5); 3) «<ymepeHHblil» 6apUAHM C PeBePCUBHOI F80AI0UUEH 8 MOHO- UAU MYAbMUPDOKANbHBIE POPMbL
SNUAENCULU CO CHUMICEHUEM HACHOMbL NPUCMYN08 U MeHee MANCEAbIM NPOSHO30M 045 JICUZHU U NCUXOMOMOPHO0 pazgumus (n=>5); 4) «cmep-

mas» ghopma, nposeasiowasics cAabo udeHMuPUUUPYeMobiMu MUHUMANLHOIMU MOMOPHbIMU U UHSUOUMOPHBIMU NPUCIYRAMU, CYOKAUHUYe-
CKUM MUSPUPYIOUWUM MYAbMUPOKANbHBIM NPUCMYNHbIM nammepHom Ha DI, mHodcecmeenHbIMU NPOOYICOCHUAMU 80 CHe NOO 8030elicmauU -
eM UKMAAbHbIX NAMMEPHO8 U MANCeNbIM OMCMAaganuem 6 ncuxomomoprom pasgumuu (n=2). SMIIIIM — ocobas msaxceaas gopma maa-
dernueckoeo IC ¢ bicokum yposHem papmakopezucmenmuocmu. [lpu smom é 3 cayuasx 6enzoduasenun-pesucmenmuoeo IC npu SMITTIM
cmabuausupoeams npozpeccupyroujee yxXyouieHue COCMosSHUS U CHU3UMb 4ACMOMY NPUCIYNO08 y0aa0Ch AUULb C NOMOUsbI0 UHBEKUUOHHO20
eanvnpoama (koHeyaexc). Koneyaekc s 6HympugeHHo2o 86e0eHus A6A3emcs payUoHAAbHOL albMepHamueoil ben300uazenunam npu mMaa-
derueckom DC, 0cobenHo npu Hapyuwenuu 6y1b0apHOll UHHEPEAYULU U 8bICOKOM PUCKE YZHEMEHUs. ObIXAMEAbHbIX U CePOCUHbIX (DYHKYUIL.

Karoueevie caosa: 3n0xauecmeertvle Muepupyroujie NApuUaibHole NPUCMYNbl MAAOCHHeCmEa, MAAOCHHECK UL SNUACNMUHECKUl cmamyc,
UHBEKUUOHHBIE (POPMbL 8aNbNPOAMA.
Konmaxmot: Anekceii Arexcandposuy Xoaun drkholin@mail.ru

Clinical and electroencephalographic polymorphism of malignant migrating partial seizures in infancy
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Department of Neurology, Neurosurgery, and Medical Genetics, Faculty of Pediatrics, N.I. Pirogov Russian National Research Medical
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Malignant migrating partial seizures in infancy (MMPSI) are a rare epileptic syndrome that occurs in the first 6 months of life and is char-
acterized by multiple continuous electroencephalographic and electroclinical focal ictal patterns with involvement of different independent
areas of both hemispheres and with arrested psychomotor development. Is proposed the definition of this epileptic syndrome as:
«malignant epilepsy of infancy with migrating multifocal seizures» or «Coppola-Dulac syndrome». The paper describes an observation
of 19 MM PSI patients examined and treated at Departament of Psychoneurology No2, Russian Children Clinical Hospital. Video- EEG
monitoring showed that all the patients had very frequent and polymorphous seizures — at least 5 types in every child with ictal patterns
originating from different areas of both hemispheres. The infants with MM PSI were found to have 4 subtypes of the syndrome: (1) a classic
form with drug-resistant migrating status epilepticus (SE) of migrating multifocal seizures and with absolutely poor prognosis (n = 7);
(2) a severe mixed form (MM PSI + early myoclonic encephalopathy (EME) with a combination of electroclinical characteristics
of MMPSI with migrating multifocal SE and EME with chaotic erratic myoclonus and a suppression-burst pattern with diffuse polyspike-
waves on EEG (n = 5); (3) a moderate type with reverse evolution to monofocal or multifocal epilepsy with a decrease in seizure frequency
and better prognosis of life and psychomotor development (n = 5); (4) a subtle form manifesting itself as slightly identified minimal motor
and inhibitory seizures, subclinical migrating multifocal SE pattern on EEG, multiple partial awakenings during sleep due to ictal patterns,
and as severely delayed psychomotor development (n = 2). MM PSI is a severe form of SE in infancy with high drug resistance. At the same
time, only the injection form of valproate (convulex) could stabilize progressive worsening and reduce seizure frequency in 3 cases of benzo-
diazepine-resistant SE in MM PSI. Intravenous convulex is a rational alternative to benzodiazepines in SE in infancy, especially in cases
of bulbar innervation disturbances and at high risk for depressed respiratory and cardiac functions.

Key words: malignant migrating partial seizures in infancy, status epilepticus in infancy, injection forms of valproate.
Contact: Aleksey Aleksandrovich Kholin drkholin@mail.ru

3/10KaueCcTBEHHbIE MUTPUPYIOIINE TaplUuaTbHbIe TPU-
crynbsl muageHuyectBa (3MITIIM; malignant migrating partial
seizures in infancy — MMPSI) — penkas BospacT3aBucumas
aNuenTrYecKas sHuedanonaTus, Kotopas ae0I0TUPYET B Mep-
BbIe 6 MeC XM3HU, XapaKTePU3YeTCs] MHOXECTBEHHBIMU, TTPaK-
TUYECKHM HETIPEPBIBHBIMU 3JIEKTpOdHIIeatorpaduieckuMu u
3IEKTPOKIMHNYECKIMU MUTPUPYIOIIUMU MYTBTUDOKATBHBIMUI
MaTTepHaMU C BOBJICYEHUEM DPa3JIMYHBIX HE3aBUCHUMBIX OTHE-
JIOB 00euX reMucgep, 3aaepKKoii ICMXOMOTOPHOTO pPa3BUTHSI,
PE3UCTEHTHOCTBIO K IMPOTUBOSMWICTITUIECKMM IperapaTam
(MBI1) u TaxenpiMm mporHo3om [1]. Kputepuu cunapoma
3MIIIM HaxonsTcs B mpoliecce pa3paboTku. B mocnenHeii pe-
nakuuy Kiaccudukanuu (2001) maHHBIM CMHAPOM OTHOCHUTCS
K TIPEATOJIOXKUTETbHO CUMITOMATUYECKUM HEOKOPTUKATbHBIM
G oKaTbHBIM SMUICTICUSIM.
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Drta Taxenas popma SMUIETICUN ONKMCaHa CPABHUTENb-
HO HenaBHo. [lepBble Tpu MyOGIMKALMU ObUIM MOCBSIIEHBI
KJIMHUYECKOM XapakTepuctuke 3adoyneBanus [2—4]. B 2001 .
E. Veneselli u coaBT. [5] B 1onOIHEHWE K UMEIOLIUMCS Tpe-
ctaBusiv 3 cobcTBeHHBbIX HabmoneHus. B 2005 r. O. Dulac [1]
0060061ua onbIT HaGmoneHust 20 MAaUMEHTOB (CaMblil OOJb-
107 B MUpE TI0 YMCITy BepUPUIIMPOBAHHBIX CIyJYaeB) B K-
Huke Saint Vincent de Paul B Ilapmxe. B Tom Xe romy
E. Marsh u coaBr. [6] coobumnu eme o 6 cinydasx SMITTIM,
KOTOpble OHM Habjonanu B PuianeabGUilcKoi IeTCKOM
KIMHUKe Tpu [leHCMIbBAHCKOM YHUBEpPCUTETE. DTU KIWHU-
YecKue JaHHbIe TTPOIEeMOHCTPUPOBAIHN IMIJIETITOJIOTaM BCETO
MUPA HOBBIN SMUIETITUYECKUIT CHHAPOM, OTIMIHBIN OT paHee
OMUCAHHBIX (OPM SHUTIENTUYECKUX IHIledanonaTuii Mia-
JIEHYECKOro BO3pacTa.
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B HacTostiiee BpeMsi B MUPOBOIA JIMTepaType MpeacTaBie-
HO, TTo-BunuMomy, okoJio 100 ciaygaes 3MITIIM. Bmecre ¢ Tem B
MOCJIeTHAE TOABI YMCIIO MyONUKAIMiA, B KOTOPBIX OTIMCHIBAETCS
9TOT CUHIPOM, HEYKJIIOHHO yBennuuBaercsl. O4eBUIHO, UTO 3TO
TsDKeJ0e 3a00IeBaHKe BCTPEUAeTCsl Yalle, YeM AUarHoCTUpyeT-
csl, ¥ TIOKa MaJjlo M3BeCTHO KiMHMIMCcTaM. Cpey MMaleHTOB ¢
nebroToM anwientudeckoro cratyca (9C) B Bo3pacTe 10 3 JieT
(n=267) na pomo gereit ¢ SMIIIIM npuxomwiocs 4,9% (n=13),
a cpenu 60sbHBIX ¢ MitageHyeckuM DC — 8,8% (n=147) [7].

Henb vccienoBaHusi — U3y4eHUE KIMHUKO-3JIEKTPOIH-
nedanorpaduyeckoit KapTuHel y aeteit co 3MIIIIM, onpene-
JIeHWe XapakTepa TMPUCTYIIOB M OCOOEHHOCTEl TMaTTepHOB Ha
anekTpoaHuedanorpamme (DDI) mocpeactBom Bumeo-D31-
MOHUTOPUHTA, HAOMOCHUE TIALIUEHTOB B TMHAMUKE U OlLlEHKA
3 HEKTUBHOCTU TTPOTUBOSMUIETITUYECKOM TepaIiu.

ITauuenTs! 1 MeToABI. ViccenoBaHue BKITIOYAIO BCeX MJa-
JIEHLIEB, YIOBJIETBOPSIIOIINX KIMHUKO-3JEKTpo3HLEedanorpa-
buueckuM kputepusim cuHapoma 3MITTIM, koTopeix obcieno-
BaJU U JIeYWU B oTaeeHun ricuxoHeBpooruu Ne2 (ITHO Ne2)
PAKB B 2005—2011 rr. B ucciaenoBanue BKIoueHo 13 mianeH-
ueB (7 manpuukoB u 6 neBouek). Bcem nmamumentam B ITTHO Ne2
ObUI ITPOBEECH BUACOMOHUTOPUHT DA B cOCTOSTHUM OOAPCTBO-
BaHUS M BO BPeMsI THEBHOTO CHA JUTUTENIbHOCTBIO OT 1 10 10 4, a
Takxe BUIeo-ODI-MoHUTOpUHT B 1MHamuke (ot 4 1o 11 pa3).
VccnenoBaHue OCYIIECTBIISLIN C TTOMOIIBIO TIOPTATUBHOTO TIPU-
o6opa «DHUE®AJIAH-BUIEO» Ha 6a3¢ MOOMILHOTO PErUCT-
paropa D3 PM-93T-19/26 «O9HLIEDAJIIAH-PM» (HITK®
«Meaukom MT/l», Taranpor). KoMmmbloTepHylo ToMorpaduio
(KT) BbINOAHSAIM HAa KOoMITbioTepHOM Tomorpacde SOMATOM
CR (SIEMENS) B otnenennu KT, a MarHuTHO-pe30HaHCHYIO
tomorpacduto (MPT) — Ha anmapare Signa Infinity GE 1,5 T B
otaeneHuu gydeBoit auarHoctuku PIKD.

Pesyabrarel ucciaenoBanus. Y 19 mnanennes (10 manpum-
KOB U 9 eBOYEK) OMpenessiiuch KIMHUKO-3JIEKTpOosHIedaio-
rpapuyeckue mnpuszHaku 3MIITIM. CemeitHblii aHaMHe3 IO
SMWIETICUU Y HUX He ObLT oTsironieH. Y 8 (42,1%) manueHToB
ObLIa KPUTITOTEHHAST SMUJICTICUsI, Y OCTaTbHbIX (n=11, 57,9%) —
cumnromaTrueckasi. Cpenu aTuosornueckux HakTopos 1eped-
pasibHble TUCKMHE3UU OTMe4YeHbI ToJabKO y 2 (10,5%) u3 19 na-
LIMEHTOB: Y ONHOW NE€BOYKU B BUIE JUCCIHLEDATUU-TIAXUTH-
puu, y Ipyroit — B BuAe U mouMukporupuu. Y 1 (5,3%) manb-
YuKa C KJIMHUKO-3JIeKTpodHIIedantorpahuieckoil KapTUHON
mukctdopmsr SMIIIIM u paHHel MUOKIOHUYIECKOU ITUIeT-
cueii (PMD) umenacy pusomenuieckasi ToYeuHasi OCTEOXOH/I-
ponucIUIa3usi U3 MEePOKCMCOMHOM TpymIibl 0oie3Heil oOMeHa.
B 2 (10,5%) cnyuasix BBISIBIEHO CMEIIAHHOE TMITOKCHYECKU-
niemnyeckoe 1 nHbekumonHoe nopaxenue LIHC Benencteue
MUKCTUH(EKIMY (IIMTOMETraJoBUpYyC + ypearuia3ma + XJ1aMu-
nuu). Y octanbHbIX 6 (31,6%) neteit oTMEUEHO TIepUHATATBHOE
runoxkcuiyecku-umneMmieckoe nopaxenue LHHC.

Bospact ne6rota mpucTyInoB — OT IEPBBIX CYTOK 10 6 Mec
Xku3HU. Y 5 (26,3%) malyeHToB CyI0pOrd BO3HUKIIM B IEePBbIE
CYTKH KU3HHU, eme y 5 (26,3%) — Ha 2—4-¢ cytku, y 2 (10,5%) —
Ha 2—3-it Henmene xu3Hu, y 4 (21,1%) — Ha 3-M Mecsie, y 2
(10,5%) — k4-my ny 1 (5,3%) — K 6-My MecsIILy KU3HU.

B xnmHMYeCcKOl KapTUHE OTMEUEHBI BHIPAXKEHHBIN TTOTH-
MOp®U3M UM BBICOKAsI YacTOTa SIMWJIENTUYECKUX TPUCTYIOB
(cM. Tabnuily). Y Bcex MallMeHTOB BCTPEYaI0Ch HE MEHEe 5 TUTIOB
SMWJICITUIECKUX TPUCTYNOB. OGIUTaTHBIMU TUITAMU STTVICTITH -
YeCKUX MPUCTYITOB SIBJISTUCh TOHUYECKWE CTIa3Mbl, BEpCUBHBIC U
odTaTbMOTOHMYECKHE TIPUCTYITBL. B pa3BepHyTOI KapTrHe 3a00-

nesanust 3SMITTIM mipeacraBisin co6oit ocobyto hopMy MitaneH-
yeckoro DC B BUIIe MUTPUPYIOIIETo MyIbTH(dOoKaibHOro DC.

Hawubonee yacto B nediore 3aboyieBaHUSI HAOMIONATNCH
ToHMYeckue cra3Mbl — y 6 (31,6%) malyeHTOB, MPUCTYIILI ar-
HO3 ¢ 1maHo3oM — y 4 (21,1%), ToHnyecKre BepCUBHbBIE MTPH-
crynel —y 3 (15,7%), aB 3 (15,7%) ciydasix oTMedeHbI MUOKIIO-
Huveckue npuctynbl. Y 1 (5,3%) pedenka cunapom 3MIITIM
nedoTrpoBan ohTATBMOTOHUYECKUMM TIPUCTYTIaMu, eile y |
(5,3%) — nuanentuyeckumu n y 1 (5,3%) — reHepajin3oBaHHbI-
MM TOHMKO-KJIOoHUYeckuMu npuctynamu (I'TKIT).

V nereit ¢ 3MIITIM otMevyannch pa3HOOOpa3HbIE Hapy-
IIEHUST HEBPOJIOTMIECKOTO CTAaTyca: BEICOKUIA MTOPOT CTUTMATH -
satu — y 11 (57,9%), siBnenust mukpouedaniu — y 6 (31,6%),
aTpodus 3puTeIbHbIX HepBOB — Y 14 (73,7%), HapylleHus I1a-
30BUTaTeIbHOI MHHEepBaluu — y 7 nauueHToB (36,8%), Hapy-
LICHUST MHHEePBaLlUK JIMLIEBOW MycKynaTypbl — y 9 (47,3%). Ha-
pylIeHrue MHHepBaluK Oy Ib0apHOi TPYIIITBI UMEJIOCh Y BCEX Ma-
ureHToB: y 8 (42,1%) neteii BbIsiBIeH OyiabOapHBIl n y 11
(57,9%) — niceBnoOyIBOAPHBI CUHIPOM. Y BCeX MALUEHTOB C
3MIIIIM oTmedeHBI M3MEHEHMSI MBIIIEYHOTO TOHyca — y 7
(36,8%) o tuny rurnepronyca u'y 12 (63,2%) B Bune aubddys-
HOI MBIIIEYHOI TUMTOTOHUU. TSIKesble NBUraTeIbHbIe Hapyllie-
HMS C SIBJICHUSIMU TeTparape3a TakKe ONpeIelisIuCh Y Beex Jie-
teii ¢ 3SMITTIM. HeBposiornueckue HapyleHus: ObLIU BbIpaxKe-
HbI ¢ MOMeHTa poxaeHus — y 11 (57,9%) GosbHBIX 10O pa3Bu-
BaJIMCh ITOCJIE MTOSIBJICHUS IIPUCTYIIOB — Y 8 (42,1%) 1 HeyKIIOH-
HO nporpeccupoBain. st Bcex aereit ¢ 3MITIIM xapakTepHa
TsDKesasl 3alepXKa MOTOPHOTO U ICUXMYECKOrO pa3BUTHS,
BILIOTB JIO MOJTHOM €ro OCTaHOBKH.

Ha B3I B pa3BepHyToli craguu 3abojieBaHUsl (hOHOBasK
OMoaNIeKTUIeCKasT aKTUBHOCTb TIPAKTUYECKU OTCYTCTBOBaJla U
TOJTHOCTBIO 3aMellanach MPOJODKEHHBIMUA MKTATbHBIMU TaT-
tepHamu. Ha HauambHBIX cTaausIx 3a00aeBaHUsI B UHTEPUKTATb-
HOI1 3amucu Hapsay ¢ IMMEOYy3HbIM 3aMe1JIeHeM OCHOBHOI aK-
TUBHOCTHU (hOHA OTMEYATUCh PETMOHATbHBIC WIM MYJIBTHPETUO-
HaJIbHBIE SMUIeTTU(hOPMHBIE pa3psiIbl ¢ GOPMUPOBAHUEM TIAT-
TepHa MHOXECTBEHHBIX He3aBUCUMBIX (POKYCOB criaiikoB. Y 14
(73,7%) neteit ¢ SMITTIM u3HayaabHO GOPMUPOBATICS TATTEPH
MHOXECTBEHHBIX He3aBUCUMBIX (pokycoB cmaiikoB (MISF) ¢
tpaHcdopmanueii B 3MITTIM no Mepe yyaleHus SMUIenTHye -
CKUX TIPUCTYIIOB ¥ MPUOOPETEHMSI UMW MUTPUPYIOIIETO CTaTyC-
Horo xapaktepa. B 5 (26,3%) cityyasix M3HayaJbHO OTMeYasach
MOHOMOKATBHAS SMUJIETICHS C TIOCTEAYIONINM TTPUCOETNHEHN -
€M TTOTIOJTHUTENIbHBIX 04aroB, MOSIBIEHUEM HOBBIX TUIIOB TPU-
CTYTIOB U yYalllEHUEM UKTaJbHBIX SIBIEHUI BILITOTH 10 DC.

Beiny BISIBACHBI CIeayIOlIMe BApUAHTBl UKTAIbHbBIX MAT-
TepHOB Yy 00JbHBIX ¢ 3MIITIM: «unoodpa3Hasi» aKTUBHOCTh
anbda- W TeTa-AMara3oHa, a Takxke ObICTpbie mpoberu «lafa»
(obnuraTHBIE UKTATbHBIE TTATTepHBI Ha DD, KOTOpBIE BHISBIISI-
JIVCh y BCEX MALIMEHTOB), MPOOETry OBICTPBIX PETYISIPHBIX CIIANK-
BOJIHOBBIX KoMIUieKcoB >4 Tir (y 13, wiu 68,4% naiuueHTOB),
MpoOer MeUIEHHBIX PEryJsipHbIX MUK-BOJTHOBBIX KOMIUIEKCOB
<3 T (v 8, wim 42,1%), a Takke nrdby3HBIE TTOTUCITaiK-BOJI-
HOBbIe pa3psiasl (y 10, umm 52,6%).

Hapsany ¢ «xmaccuueckoit» DOI-kaptunoit 3MITIIM
HaOTI0AAINCh ATUTTMYHBIE MUKCTBAPUAHTHI, MIPEICTABISBIINE
c000ii HaJTOXeHre aTTepHa MPOAOTXKEHHOTO MUTPUPYIOIIETO
MyJbTUpernoHaabHoro HC Ha «CyMpecCUBHO-B3PBIBHOM» THUIT
98I ¢ auddy3HBIMU MOJUNUK-BOJHOBBIMU pa3psigaMu
(cM. pucyHoK). ¥ 5 (3 manpuuka u 2 1eBOYKU) TaKUX MJIaJIeH-
11eB ObUTa 0cobast MUKCT(hOpMa SMUIETICUY B BUIE COUETAHUS
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Xapakmepucmuka snusenmuuecKkux npucmynog y nayuenmoeé co SMIIIIM (n=19)

Bun npucrynos

ToHWYecKUe CITa3mbl

ToHWyeckre BepCUBHBIE
OdbrarbMoTOHUYECKTE
OdTaTbMOKIOHUYECKIE
DapuHTOOpATbHEIE

Krnonum si3pika

I[emukinonuueckue
JI>KEKCOHOBCKMI Maplil
Muanentuyeckue (rncepaoadcaHChl)
AyTOMOTOpPHbIE

MHru6utopHbie (TOPMO3HBIE)
AITHO? C 1IUaHO30M
BeretaTuBHO-BHCIIEpATbHbBIE C TUTIEPEMUEH U PBOTOM

BeposiTHO ceHcopHBIe TaJUTIOIIMHATOPHBIE (?)

BepositHo ceHcopHBbIe (?) ¢ MapuuaIbHBIMU MPOOYKICHUSIMU Ha (DOHE MKTAJIbHBIX SIBJICHUI

MuokToHuYecKIe OunaTepaibHbIe
®parMeHTapHbII «JIETYIUi» MUOKIIOHYC

I'TKIT

BC MUTPUPYIOIINX MAJIBIX MOTOPHBIX TIPUCTYIIOB
OC TOHNYECKUX CTIa3MOB

OC UHTUOUTOPHBIX TPUCTYIIOB
Muokionndeckuii DC

BC I'TKIT

IemukoHBYIbcUBHBIN DC

Yucio 60abHbIX, 0 (%)
19 (100)
19 (100)
19 (100)
9 (47,3)
13 (68,4)
7 (36,8)
9 (47,3)
4(21,1)
11 (57,9)
3(15,8)
10 (52,6)
11 (57,9)
4(21,1)
2(10,5)
7 (36,8)
10 (52,6)
5(26,3)
7 (36,8)
19 (100)
8 (42,1)
6 (31,6)
7 (36,8)
4(21,1)

3 (15,8)

3MIIIIM u PM3 ¢ HanuyueM B KJIMHUYECKON KapTUHE MHO-
JKECTBEHHOTO (DparMeHTapHOTO «JIeTy4yero» MUOKJIOHyca Ha-
pSAIY C MUTPUPYIOITUMY (POKATEHBIMY TTPUCTYTIAMU CTATyCHO-
TO XapakTepa.

[Ipu HelipoBU3yanu3alum IMCreHeTUIeCKue MOPOKHU pas-
Butusi IIHC oGHapyxkeHbl Tonbko y 2 (15,4%) neBouek c
3MIITIM B Buze nuccaHueaTuu-naxurupun y OHON 1 Moju-
MUKPOTUPUHU Y Apyroit. Y 8 (42,1%) MiiafeHIIeB ¢ KPUIITOTCH-
HeiMu 3MIITIM oTMmevanuch TuIIs HerpyObie cybaTpodude-
CKUe M3MEHEeHUSsI, NHOT/Ia B COYETAaHUU C YMEPEHHOU 3amepxk-
KO#l MUEeTMHU3ALUUN. Y OCTalIbHBIX 9 (47,3%) malueHTOB OTMe-
Yajicsl LUPOKUN CMEKTP TUITOKCUYECKU-UIIEMUYECKUX TMopa-
xeHuit [LIHC B Buae nepuBeHTPUKYISIPHOI JTeiKOMaJII MU, SIB-
JIEHU T mapacaruttajibHoro Hekpo3sa Lllyranu, nuddysHoii kop-
KOBO-TIOMKOPKOBOU aTpodn (MO3T TUTIA «TPELIKOTO Opexa») —
y 7 (36,8%) v M301MPOBaHHON BUCOYHON arpoduu — y 2
(10,5%) nauueHToB.

Junamuueckoe HaoOmoneHue 19 nmauuenroB ¢ 3MITTIM
MO3BOJIWJIO BBIIEIUTH clieaytoniue hopMbl CUHIPOMA:

* «kJaccuuecKasi» hopMa B BUIE SIPKO BhIpakeHHOTO DC
MUTPUPYIONINX MYTBTU(DOKATBHBIX TIPUCTYTIOB, KpaitHe apma-
KOPE3UCTEHTHAsI ¢ HEOJArompUsITHBIM MPOTHO30M [UISI CTaTycC-
HBIX MIPUCTYIIOB U KW3HU (7 OOJIbHBIX);

e Mukctopma (BMIIINIM + PMD) ¢ aeKTpoKIMHUYE-
ckumu cumnTomamu 3MIITM u Hanuurem B KJIMHUYECKOU
KapTuHe GparMeHTapHOTO «JIETy4ero» MUOKJIOHYCA U «CYTIpec-
CHBHO-B3PBIBHOTO» MATTEPHA C TTOJUMIK-BOJTHOBBIMY pa3psijia-
MU Ha DOI 60abHBIX (5 OOJBHBIX);

* «yMepeHHasl», WM «Msirkas», dopma c mocienosa-
TeJIbHOW 2BOJIIOLIMENH U3 MOHOMOKAIbHOU (OpMbI B Maplu-
aJIbHYI0 3MUJIETNCUI0 C MHOXECTBEHHBIMU HE3aBUCUMbBIMU
dokycamu cnaiikoB Ha DD (PE-MISF), 3atem B «pa3BepHy-
Tyto» KaptuHy 3MIITIM, HO ¢ BO3MOXHBIM OOpaTHBIM per-
peccoM Ha (poHe KOMOMHUPOBAHHOU MPOTHMBOIMUIETITUYEC-
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CKOU Tepaluu U ypeXKeHUeM TPUCTY-
moB (5 MalueHTOB);

* «cTepTasi» Gopma, MpoTeKaro-
masi TOJIbKO B BUAE «MMHUMATbHBIX»
MOTOPHBIX MPUCTYIIOB, MHTUOUTOPHBIX
(TOPMO3HBIX) TIPUCTYIIOB, MHOXECTBEH-
HBIX WKTaJbHBIX TMAaTTEPHOB BO CHE,
NPUBOIAIINX K MPOOYyXaeHusIM (2 Ta-
nueHTa). JlanHas (popma o0yciIOBIMBa-
€T rpyOylo 3alep>KKy pa3BUTUS y MJa-
JIeHLIeB, HO 0e3 Buiueo-DD[-MoHUTO-
pUHTa OCTaeTCsl HepacIO3HAHHOMA.

Oocyxaenue pesyabraroB. Corac-
HO JaHHBIM JIUTEPATYPHI, 3a00JIEBAHUIO B
paBHOI CTETIeHU TOABEPKEHBI 00a roa,
4TO COIJIACyeTCsl C HAlUMMU TaHHBIMU, U
B OOJIBILIMHCTBE CITy4aeB (B HACTOSIILEM
nccnenoBanun — B 63,1%) 3MIITIM ne-
OIOTUpYeT Ha TIEPBOM MecsIle KU3HMU.
O. Dulac [1] nabmoman 20 gereil ¢
3MIIIIM, cpenu KOTOpbIX OBLIO 9 NEeBo-
yek 1 11 manbunkoB. Bo3pacT Hauana 3a-
OosieBaHUsI — OT MEPBOI HEAEH XU3HU
[3] o 7 mec [2], B cpenHem 3MIITIM
pa3BuBaetcs rpuMepHo B 3 mec. [1o nan-
HbM E. Marsh u coaBr. [6], mpucTyIIbI Ie-
OroTMpOBa/IM y JIeTelt B Bo3pacte | cyT —
3 Mec (B cpenHeM — 25 nHei).

B GonblinHCTBE ciyyaeB B CTPYK-
Type TIepBOTO MPUCTYIIa OTMEUASTCST MO-
TOPHBIN KOMITOHEHT B OMHON M3 KOHEU-
HOCTe# Wi noysioBuHe tena, u'y 50% mna-
LIMEHTOB — BTOPWYHASI TeHEepaTU3aLUs
[1]. Tem He MeHee B Hauajie 3a00J1eBaHUs
MPUCTYTBI HEPEIKO OCTAIOTCSI HEPACITO-
3HAaHHBIMU. TpyTHO NMAarHOCTUPOBATH
cJlyyau ¢ BereTaTuBHOI MaHudecTanuyeit
(3MM30IbI aITHO3, KOPOTKUE 3aMUPAHUS
C 1IMaHO30M WJIM TOKpacHeHueM). Tak,
F. Gerard u coaBr. [3] HaOmogaMM 3111~
JlenTUYecKue MPUCTYTbl ¢ nuddy3Hoi
TUTepeMUeil U TIOTOOTIEJICHUEM C TTOC-
JIeMyIOIIeil UKOTOM, KOTOpbIe ObLITN pac-

IIEHEeHBI KaK 330(haraTbHbIi pedITIoKe, 1
JIMIIB TOCNe TIPUCOSTNHEHUSI 04arOBbIX
CYODPOT CITyCTSI HECKOJIbKO Helesb AM-
ar”Ho3 ctaj oyeBUIHbIM. HauanpHelii ne-
puon 3a0oJieBaHUSI OOBIYHO JUIUTCS OT
1 Hen o 3 Mec (B cpeaHeM — 45 qHeil), B
9TO BpeMsI TPUCTYIHI ellle MOTYT OCTa-
BaTbCsl AOCTATOYHO DPEIKUMU (HAmpu-
Mep, pa3 B Hezemo) [1].

B Bospacte 24 gHa — 10 wmec
(B cpenHeM — 4,5 Mec) NMPUCTYIbI CTAHOBSATCSI OYEHb YaCThIMU U
TTOTMMOPGMHBIMY, COXPAHSIOT (POKATBHBIE YePTHI, TPUOOPETAIOT
KJIACTEPHBIN (CEpUITHBII) XapaKTep; B 9TOT MEPUO/] OTYETINBO 3a-
METHO OTCTaBaHUE MJIAACHIIEB B ICUXMYECKOM 1 MOTOPHOM pa3-
BuTuU. KiMHUYECKM TIPUCTYBI MOTYT TMPOSIBISTHCS afBepCUeit
TOJIOBBI U IJ1a3 B CTOPOHY, JIATepAIM30BaHHBIMU MOAEPTUBAHUSIMU
[JIA3HBIX SI0JI0K, (buKcalueil B3opa, KIOHUYECKUMU MOAepruBa-
HUSIMU BeK, TOHMUECKUM HAIpsDKEHUEM WU KIIOHUSIMU B OTHOM

DAT 6oavnoit C., 1 200. Muxcmpopma IMITIIM + PM3.

a — COYeMaHue «CynpeccuéHO-63pbleH020» NAMMEPHA C BKAIOUEHUEM NOAUNUK-B0AHOBbIX
Ppasps006 U PoOKANbHO20 UKMANBHO20 NAMMEPHA 8 NPABOL 3aMbLAOYHO-3A0HEEUCOUHOIL
obnacmu; 6 — npodondxcenue ukmanvHol sanucu. Couemanue «CynpeccUuHO-63pbl6HO20»
nammepHa u (oKaANbHbIX UKMAALHBIX NAMMEPHO8 6 Ae60I A0OHOU U NPABOL UCOUHOLL
obnacmsax Hezagucumo; 8 — npodoajicerue ukmanvroil 3anucu. Couemanue «Cynpeccue-
HO-83DbIBH020» NAMMEPHA U (POKAABHO20 UKMANbHO20 NAMMEPHA 8 AeB0l MEMEHHO-YeH-
MpanvHoll 06aacmu, a MakKice UCHMPAIbHO-CAUMMANbHO20 (6ePMEKCHbLI AKYCHM)

KOHEUYHOCTH WJIM T10 TEMUTHUITY, TOHUYECKUMM aKCHATbHBIMU
cria3zMaMM, XKeBaTeJIbHBIMU WIN COCATEIbHBIMY JBIKEHUSIMU, SIB-
JICHUSIMU aITHO?, ITOKPACHEHUEM JIMLIA, TUIIEpCAIMBALIE K BTO-
PUYHO-TEHEPAIM30BaHHBIMU TTpUCTynamMu [2]. Y onHOro 60JbHO-
I'0 MOXET BCTPEYaThCsI MHOXECTBO Pa3IMYHbIX KOMOMHAIIMI TTPH-
cTyoB. OOBIYHO JUTUTEIEHOCTh MTPUCTYIIA COCTaBsieT oT 1 1o 4
MHWH, HO B PSIZIe CJIy9aeB OH MOKET TTPOIOJIKATHCS IO HECKOJIbKIX
JIECSITKOB MUHYT, BILIOTH 10 passutust DC. [1o Mepe TeueHus 3a-
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OosleBaHUST BCE Yallle BO3HUKAIOT BTOPUYHO-TEHEPATM30BAHHbBIE
mpucTymbl. [1pumangky CTaHOBATCS TTOYTH HETIPEPHLIBHBIMU VTN
cepuitibiMu (10 5—30 pa3 B IeHb), BO3HUKAIOT IJITABHBIM 00pa3oM
MpU TIPOOYKACHUH U ITOrpy>keHUM B coH. [IpuctynHbie 1 Gecripu-
CTYIHBIE MTEPUOJIBI MOTYT YePEAOBATHCSI — MPUCTYITbI BOZHUKAIOT
B TeUeHWe 2—5 NHell HempepblBHO, 3aTe€M CJEAyeT HECKOJbKO
«CBETJIbIX» AHEH (LUKII0NeNTHYecKoe TeueHue) [1].

Baxneiinryto ponb B amarHoctrke 3MITIIM urpaet Bumeo-
DBI'-MOHUTOPUHT, KOTOPBIN CIIOCOOEH BBISIBUTH KOPPEJSIIUIO
MeXIy JoKalu3aluueil MKTaJbHOTO MaTTepHa W KIMHUYECKON
KapTuHOM npucTyna. Tak, UKTaJIbHbIM MaTTepH B JIOOHOI 001acT
XapaKTepu3yeTcsl TOHUYECKUM HampssKeHUEM WM KIIOHUIeCKH-
MU TIOZIEPTUBAHUSIMY KOHEYHOCTE! KOHTpaaTepaibHO; BO3MOXK-
HBI UTICWJIaTePATbHbIE aBTOMATU3MBbI UJIM BEPCUBHBIN TIPUCTYTI C
aJIBTEPHUPYIOIIMMU TOHUYECKUMU (peHOMeHaMM U (popMUpOBa-
HUEM TI03bI 10 TUITY «(exToBaNblIMKa». DD -naTTepH, JOKaIu-
30BaHHbII B MEPUPOTAHANYECKON OOJIACTU, MPOSIBISIETCS] KOHT-
paatepalbHbIM KJIOHYCOM TY0, sI3bIKa, MUMWYECKON MYCKYJ1aTy-
pbl, runepcanBauueid. [1pu Bucounbix DI -naTrepHax HabIO-
JAIOTCS IIMPOKMIT «3aCTHIBIIMI» B3IMISAA ((peHOMEH «staringy),
OopoaJlMMeHTapHbIe aBTOMAaTU3Mbl. M KTambHble DD -maTTepHbI,
HCXOMSIIINE U3 KOPbI 3aThLIOYHOI 10U, MPOSIBIISIIOTCS JIaTepain-
30BaHHBIMU KJIOHWYECKUMHU MOAEPTUBAHUSIMU IJIa3HBIX SIONOK U
JIeBHMALIEl TOJIOBBI. B cityuasix TeMeHHOM JIoKaIM3alliy MmaTTepHa
BO3MOXKHa Hecrenrdurueckas ABUraTebHasi aKTUBHOCTh; MHOTIA
CO3MaeTcs BrieyamieHne, YTO PEOEHOK «IIPUCITYIITMBAETCS» K CBO-
WM OIIYIIEHUSIM. YKa3aHHbBIE SIBJIEHUST OTIPOBEPTAIOT CJIOXUBIIIE-
ecsl MHEHME 00 OTCYTCTBUM YETKOM KJIMHUKO-3JIEKTPOHLIedao-
rpadryecKoil Koppeasiiuy npu (OKaTbHBIX UKTATBHBIX MaTTep-
Hax y IeTeil MiageH4YecKoro Bo3pacrta. Cieayer MUMeThb B BULY, YTO
MHOTHME TIPUCTYITBI €[Ba 3aMETHBI U YaCTO OCTAIOTCSl HEpacro3-
HaHHBIMU POAUTESIMU ¥ METUIIMHCKUMU TiepcoHaioM. B Jact-
HOCTHU, 9TO TaKue «MUHUMAJIbHbIE» MPUCTYIIbI, KaK KPaTKOBpe-
MEHHbIE 3a1€P>KKU AbIXaHUs, STTU30/bI 3aKPbIBAHUS I71a3 TUOO OT-
BEJIEHUS [71a3 B CTOPOHY, 3MU30/Ibl TOKPACHEHUS JIULIA U Ap. JIUIIb
BUIe0-DD -MOHUTOPUHT TIO3BOJISIET JOKA3aTh SIS THUSCKUT
TeHe3 TaHHBIX TTAPOKCU3MAaTbHBIX (PeHOMEHOB (8, 9].

Hnst meteit ¢ 3SMITIIM xapakTepHbI BbIpaXKeHHBIC HEBPO-
JIOTMYECKUE HApYIIEHUsI, BOSHUKAIOIINE C MOMEHTA POXKIEHUS:
TSDKEJIbIA LIEHTPaIbHbIN TeTparape3, HEpeaKO MPOTEeKAIIIUiA C
MBIIIEYHON TUTTIOTOHUEH B aKCUAJIbHOI MYCKYJIaType U MycKyJia-
Type KOHeuHocTeil [2], Mmukpouedanus, crpabusm, aTeTOUIHbIC
TUIEpKUHE3bI [6]. MHOTHE MalleHThl HE MOTYT CAMOCTOSITEJIEHO
TIePeABUTATHCS, CUAETh 0e3 MOMNEPKKU, a B TSIKEJIbIX CIydasix
KOHTPOJIMPOBATH BEPTUKAIBHOE MOJI0XKEHNE TOJIOBbI, TUTh U TJI0-
TaTh NMULLY. Y BCeX 3TUX OOJbHBIX OTMEYAIOTCSI YMCTBEHHAsT OT-
CTaJIOCTh, OOBIYHO TSDKEJIOM CTereHu, 3puTelibHast arHo3ust [1].

Mg 3MINTIM tunuuHo nuddys3Hoe 3ameieHue OCHOB-
HOUW aKTUBHOCTH (hOHA, BBISIBIIIEMOE yXe TIPU TEePBBIX 3aITUCSIX
DI CHavana snuienTuieckast IpuurHa 3TUX sIBJIeHUI Ha DO
MOXET OCTaBaThCsl HEPACTIO3HAHHOM, OCOOEHHO MPY HATMYUU B
KJIMHUYECKON KapTHUHE TOJBbKO KOPOTKMX BEreTaTUBHBIX Mapo-
KCU3MOB. DnujienTru(opMHbIe HapyllleH!s B CaMOM HayaJjie 3a00-
JIeBaHWS SIBJISTIOTCST penkumu. [1o Mepe pa3BuThs 3a00sieBaHUS
MYJTBTUPETHOHAIbHBIE CITAiKM KOHCTATUPYIOTCS Y BCEX TaIlueH-
TOB. KOTIa mpucTyIibl CTaHOBSITCST OUeHb YaCTBIMU, MHTEPUKTATb-
Hasi aKTUBHOCTb ITPaKTUUECKM He ompenensiercs [ 1]. HecMoTpst Ha
pa3InyHyio Tororpaduio, ukrajabHble DDI-maTTepHbl KaXa0ro
MPUCTYIIA TPAaKTUIECKN OMUHAKOBBI U MPEACTABIISIOT COO0I pUT-
MWYeCKYI0 aKTUBHOCTD aJTbha- MJTU TeTa-Irara3oHa, CKIIOHHYIO K
pacrpocTpaHeHUIo Ha BCe OOJbIIMe OTaes bl Kophl [10].
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[Mpu passepuytoit kaptune 3MIIIIM ukransHBle DD -
MaTTepHBI PACIIPOCTPAHSIOTCS Ha pa3HbIe 00JaCTH KOPhI 0OJIb-
LIMX MOJYIIapUil B X0/I€ MOCAeI0BaTeIbHO BO3HUKAIOIIUX TTPU-
CTYIIOB, KOTOPbIE MOTYT MEePEeKPbIBATh APYT APYyra, KOraa ellie He
3aBEePIINIICS UKTAIBHBIN MTATTEPH B OHOM 00JIACTH, HO YKe BO3-
HMK TaKOH e MaTTepH B APYroM OTiaejie Kopbl. MoxeT Habo-
JIaThCSI CJIOXKHAST KApTUHA: COYeTaHNE Ha OTHOM 3I0Xe TTOCTIIPU-~
CTYITHBIX U3MEHEHMI B OMTHOM PETMOHE KOPHI TOJIOBHOTO MO3Ta,
WHULIMAJBHOTO MKTAJILHOTO MAaTTepHA B IPYTOM M pa3BEPHYTOTO
HUKTaJIbHOTO MAaTTepHa B TPETheM. B 11e710M MpUCTYMHBIN aTTepH
NEMOHCTPUPYET MUTPALIMIO UKTAIBHBIX TATTEPHOB U3 OIHOM 06-
JIACTH B IPYTYIO, HO 6e3 (POPMUPOBAHUS YCTOMIMBBIX MEXKPETHU-
OHAJIBHBIX CBsI3ell. BeposiTHO, MCKITIOUNTEIBHO M3-3a MUTPALIY
WKTaJIbHOTO MaTTepHA MAlMEHTHI CIIOCOOHBI JUTMTETHLHO TTPEObI-
BaTh B cocTostHUM DC (hoKanbHBIX MPUCTYMOB 0€3 pa3BUTHS yT-
POXKaloIlero X1U3Hu oTeKa roJJoBHOro mMoara [8, 9].

IMo maHHBIM JMTEpaTyphl [2, 6], GOJBIIMHCTBO CIydaeB
3MIIIIM pacueHMBalOTCS KaK KpUNTOTreHHbIE. ATpoduryeckue
U3MEHEHUS TIpU HEWpOBU3yaTU3alUM HeCIeU(GUIHB U B
JaJTbHEUIIIeM YCYTYOJISIIOTCS TIOCTOSTHHBIMU SIS TUYECKUMU
MPUCTYTIaMU.

3MIIIM — dopMma snuiaencum, pe3ucTeHTHasl K Tepanuu
1 XapaKTepU3YIOIasiCsI Cepbe3HBIM ITPOrHO30M. bazoBble, cTapbie
u HoBble [1311 B pa3znuuyHbIX KOMOMHAIIMSX, & TAKXKE CTEPOUTHbBIC
TOPMOHBI OKa3bIBAKOTCS HEIMMEKTUBHBIMU Y TAKUX OOIbHBIX [1].
BwmecTe ¢ TeM oTMeueHa arrpaBaiusi IpUCTYIIOB y JaHHOM KaTe-
TOpUM TALIMEHTOB Ha (DOHE JIeueHUs mpernapaTaMu Kapodamasernu-
Ha 1 BuradatpuHoM [1]. ¥ 2 6oabHbix ¢ 3MITIIM Habaonanach
BpeMEHHasl peMUCCHsI TIPUCTYTIOB Ha (pOHe Teparu KOMOMHAIIM -
eif CTUpUIIEHTOJIA U BBICOKMX J103 KJloHazenaMma [11]. MmeroTcs
coob1eHusT 00 3hheKTBHOCTA OPOMUCTOTO Kanus [4].

IMpuctynsr mpu 3MIITIM pe3uCTeHTHBI K KETOT€HHOM
nuere. Xupypruueckoe jeueHue 3MIIIIM HeuenecoobpasHo
BBUIY n1uddy3HOro Xapakrepa nopaxkeHus MO3ra u OTCYTCTBUSI
YETKOTO JIOKJIbHOTO CTPYKTYpHOTO nedekTa [1].

V¥V 19 nauuentoB ¢ 3MIITIM, npencraBieHHbIX B JAHHOM
HaOJIOJeHNN, MOHOTEpanus He OKa3blBajla CYIICCTBEHHOIO
BIUSIHUS Ha TedeHue 3a0oseBanus1. Hu omHoro pebeHka He yna-
JIOCh TIOJHOCTBIO M30aBUTb OT SIMWJICNITUYECKUX MPUCTYIIOB.
B 11 (57,9%) caydasix npOTHBOSMIIEIITUYECKAS Tepalusi OblLia
abCOJTIOTHO Hed(P(HEKTUBHOM, CHIKEHUE NpUCTYoB >50% oT-
MeueHo y 6 (31,6%) mauuenTtoB u >75% — y 2 (10,5%). OTtHO-
cutenbHO 3P dekTuBHBEIMYU [IDT1 ObUTM KOMOMHAIIMY BaJTBITPO-
aTtoB ¢ OapOutypatamu u OeH3oauazenuHamu. M3 nmpemnapaton
OEH30AMAa3eNMMHOBOI TPYIIbl HauOoJbIIeh 3(P(HEeKTUBHOCTHIO
obaanan ppusuym B 103e 1 Mr/Kr Y 2 maueHTOB MO3UTUBHbII
3¢ deKT oTMeueH Ha (hoHE MCITOJIb30BaHUSI KOMOUHALIMI OeH-
30/1Ma3eNHOB C JIeBeTupaleramom (Kermrpa), y 1 — ¢ tornupa-
MaroM. [IpumeHeHre eHUTOMHA B 2 CITydasix BBI3BIBAJIO yME-
peHHOe yaydiieHue ¢ 3G (HEKTOM «yCKOIb3aHusT». Y 1 O0JIBHOrO
HaOJII01aJI0Ch YpeXXeHUe MPUCTYNOB Ha (hoHE MPUMEHEHUsT Opo-
muaa Hatpusi (30 Mr/Kr), HO ¢ MOOOUYHBIMU 3deKkTaMu B BUIe
runepcoMHuu. [IpuMeHeHre BBICOKMX 103 BUTamMuHa Bs B 2
cJIydasix Takxe Jajio ymepeHHbiit addexr. [Ipenapatst kapdama-
3eTTMHOBOTO Psifia, CYKCUJIeT W py(hUHAMUI HEe OKa3bIBATH Cy-
LIECTBEHHOTO MO3UTUBHOTO JIEHCTBUS.

TopMoHanbHas Tepanusl naBajia JIMIIb BPEMEHHBIN yme-
PEHHBIN MO3UTUBHBII Pe3yJIbTaT y 8 IeTeit, ay 5 Oblia aOCOIOT-
HO Hed(hHEKTUBHOMN.

ITpu skcTpeHHOM KynupoBaHuu DC, B MEPBYIO OYepelb
reMukoHBYJbcuBHOTO 1 DC I'TKIT mpu 3MIITIM, 6eH3onunase-
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MHBI (peJlTaHUyM, MUIa30J1aM) OKa3bIBaJIM TI0 OOJbINEN YacTh
JIAIIb BpeMeHHbI addekr (n=12; 63,2%) 1160 GbLIN IIOJHO-
cThio HeaddekTuBHbI (n=7; 36,8%). Xopoliunii pe3yasraT OT™Me-
YyeH MpU BBeACHMM TaMMaokcubaTta B go3e 100—150 Mr/kr co
ckopocThio 400 MI/MUH y 7 60JbHBIX C TEMUKOHBYJIbCUBHBIM (3)
¥ BTOPMYHO-TeHEePATM30BAaHHBIM TOHUKO-KIOHUYECKUM CTaTy-
coM (4), pe3UCTEeHTHBIM K OeH30nMa3enHaM. BpeMeHHbIH per-
pecc TOCTUTHYT y 6 IeTell, YMEHbIIeHUE KIMHUKO-3JIEKTPOIH-
nedanorpadrUecKux MPUCTYIMHBIX SIBACHUI — y 1.

V 3 nauuenrtoB ¢ 3SMIITIM DC kynupoBaH BHYTPUBEH-
HBIM BBEIEHMEM Basblpoata (KOHBYJIEKC), OCOOEHHO BbIpa-
KeHHBI 3G deKT Habaogaicss Mpu TOHMKO-BereTaTUBHBIX
TPUCTYTIaX C 3MU30aMU alTHOD C arrpaBalnueil Ha poHe Tpu-
MeHeHHUs1 OeH3011a3enuHoB [12]. PekoMeHayeMble 103bI KOH-
ByJieKca — 25 MI'/KT B BUie ObICTPOIi BHYTPMBEHHOI MH(DY3UKN
B TeUEHHUE 5 MUH, MOCJIe Yero OCYyLIECTBIsIeTCs MOJAepKuBa-
ontas MuHGY3MUs 2 Mr/Kr/4.

3akmovyenne. 3MIIIIM — Tperuii TWNM MIlaIeHYECKON
SMUJIETITUYECKOU dHIIehasonaTy HapsITy ¢ paHHUMY dHIIedha-
JIOMATUSIMU C CYTIPECCUBHO-B3PBIBHBIM MATTEPHOM (CHAPOMBI
Aiikapnu 1 Otaxapa) u cuHapoMoM Becrta, rpu KoTopoM Kopa
TOJIOBHOTO MO3ra 00Jiee CKJIOHHA K TeHepaluy SMWIENTHYeCKO-
ro BO30YXXIEHMsI, MUTPUDPYIOILEr0 U3 OAHOI 00JacTh KOpHl B
NIpyryio, 6e3 4eTKOil MexXpernoHajJbHOI opraHu3anuu. JaHHoe
COCTOSTHUE OOYCJTIOBJIEHO BO3PACTHBIMM OCOOEHHOCTSIMU MJa-

JIEHYECKOTO MO3Tra C THUIEPBO30YAMMOCTBIO KOPBI Ha OIpele-
JICHHOM 3BOJIIOLIMOHHOM 3Tarne [1, 13].

OnpeneneHsI CHHIPOMa B MEXIYHAPOIHOM Kiaccudu-
KalWy STUAJIENICUN U STUJIENITUYECKUX CUHAPOMOB MTOKa HeT.
YyuteiBasi, 4YTO TEPMUH <«3JIOKQaUECTBEHHbIE MUIPUPYIOLINE
MapiaibHble TIPUCTYITH MiTaleHYeCTBa» XapaKTepu3yeT JaH-
HyI0 (opMy BIIIETICUM CKOpee KaK CUMIITOMOKOMILIEKC,
MPEeVIOKEHO Ha3BaHWE «3JI0OKAUeCTBEHHAs STUJIETICUS MJia-
NEeHYeCcTBa C MUTPUPYIOIIUMU MYIbTU(HOKATbHBIMU MPUCTY-
nmaMu», BO3MOXHO, 0ojiee MOJHO OTpaxaloliee CyTh 3aboJie-
BaHUs. B yecTp yueHbIX, BEpBbIE OMUCABIINX JaHHYIO dop-
My snuienicuu (G. Coppola) u naBmux ero HauboJjiee Moa-
POOHYI0 KITMHUYECKYIO U HeMPODU3NOIOTUIECKYIO XapaKTe-
puctuky (O. Dulac), mpaBoMepHO OBLIO OB Ha3BaTh 3a00J1e-
BaHue «cuHapoMoM Kommonsi—/dtonaka» («Coppola—Dulac
syndrome») [14].

B neyenun OC MHBEKLUMOHHBIE BAJBIIPOATHI SIBISIIOTCS
palMOHAIBHON aJIbTepHATUBOI TperapaTaM O0eH3011a3eMuHO-
Boii rpynmnsl [15]. Hapymenusi OynbOapHOi MHHEpBALIUU, MO-
BBIIIEHHBIN PUCK OCJIOXXKHEHWI CO CTOPOHBI NbIXaTeIbHOU U
CEpIEeYHO-COCYIUCTOM crucTeM y mauueHToB ¢ DC SIBISIOTCS OT-
HOCHUTEJIbHBIM MPOTUBOINOKA3aHUEM K IPUMEHEHUIO OeH3011a-
3eIIMHOB U JOTIOJTHUTEIbHBIM TTOKa3aHUeM K Ha3HaYeHWIO KOH-
ByJIeKCa, OCOOCHHO IMPU TOHMKO-BETeTaTUBHBIX IMPUCTYTIAX, CO-
TIPOBOKIAIOIINXCS aITHO? ¢ Opanuaputmueit [12].
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