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MYOCLONIC STATUS IN EARLY MYOCLONIC ENCEPHALOPATHY AICARDI
L.S. KHAMRAYEVA, N.B. DJUMAYEVA, A A. KAYUMOVA, S.Z. HAKIMOVA,
A.T. DJURABEKOVA

Samarkand State Medical Institute, Republic of Uzbekistan, Samarkand

Ymly wmmpa Afkapau 3pTa MHOKIOHHMK SHIedanonaTHACHAa Ky3aTWIyBYd MHOKJIOHHK CTaTyc
Vypraawngu. Tekmupunuiapra ryjakivk Ba opta 6onamuk mmaaru 50 Hadap 6emop Oomanap Kand STHIIM.
Bapua Oonanapaa KIMHUK-HEBPOJOTMK Ba COMAaTHK TEKIIMpYBIap, Xamaa O3 TeKmupyBH YTKa3HIIIH.
TexmmpyBnap gaBoMua KIMHUK cTaryc Ba DI TeKIIUpyBH HATHXKaIapura Kypa, oonanap MabiyM KHYHK
rypyxJiapra axparunan. ['ynakmvk gaBpu €mmgaru 6omanapaa OC y3ura XOCIUTH IIYHAAKH, CEPHUSLTA TOHUK
cra3mJjiap CTaTyCH Ba KHYMK MOTOP XypY KJIap Ky Ky3aTWiaau, XaMa yjaap aHUKJIaHMacAaH KOMau.

Kanur cy3aap: muoxnonux cmamyc, Atikapou suyegparonamusicu, 231, sapma borarux oaspu.

The work was carried out to study myoclonic status in early myoclonic encephalopathy Aicardi. The
study of 50 children were subjected to profit in infancy and early childhood. All children underwent clinical
neurological and physical examination, EEG; survey the children were divided into subgroups defined by
clinical status and data EEG. A feature of ES in children in infancy is the frequent occurrence of the status of

the serial tonic spasms and minor motor seizures, which remain inaccurate.
Keywords: myoclonic status, encephalopathy Aicardi, EEG, early childhood.

AkTyanabHocTb. OC yalie mpencTaBisieT co-
0ol He onuH, a ceputo mpucTynoB. [lpu sTom cre-
IOYIOIUN TPUCTYN HACTYyMaeT TOTAa, KOrja erle
OCTalOTCS HapYyIIEHUs, BBHI3BAHHBIC MPEAIIECTBYIO-
UM TPUCTYIIOM, TPOSIBIISIONINECS TIABHBIM 00pa-
30M B BUjie yrHeTeHus co3HaHus. DC y MitajieHIeB
HEZ0CTaTOYHO K3y4deH. [IpruMeHeHne KOMIUIEKCHOTO
KIIMHUKO-3JIEKTPO-HENPOBU3YATTU3AIIHOHHOTO u
ABOIIOIIMOHHOTO TI0IX0/1a HEOOXO0MMO ISl TT0100-
pa aJeKBaTHBIX METOJOB TEpalvy U OIEHKU Mpo-
rHo3a QopM snmtericuu ¢ Haamarem JC.

Marepuansl U MeTonbl HccienoBaHus. Uzy-
4YeHHI0 ObLTH ToJBepKeHbl S50 peredl B MilajeHue-
CKOM BO3pacTte, 00cjeloBaHUE BKJIIOYAIO B cels
W3y4E€HHE COMATHYECKOTO W HEBPOJIOTHMUYECKOrO
craryca, 3JeKTposHuedanorpaduyeckue HUcciaeno-
BaHUS B IWHAMHKE, PYyTHHHBIN Bue0-231" MOHUTO-
pUHT OOJPCTBOBAHMS U CHA, a TIPH HEOOXOIUMOCTH
- METOJbl HeHpoBHU3yanu3aluu (KOMIIBIOTEpHAst TO-
Morpa¢usi, MarHUTHO-PE30OHAHCHAsl BU3yaJH3aLus
TOJIOBHOTO MO3Ta), JabopaTopHBIE METOIBI HCCIe-
noBaHus (0OIIMe aHAIHM3bl MOYH, KPOBH, OMOXUMHU-
YeCKOe HCCIEIOBAaHHE KPOBH), ONpelesieHHEe KOH-
LEHTpallMi aHTUAMIIJIENTHYECKOTO Tpernapara B
KpOBH, KOHCYJIBTAIlMM OKYJINCTAa, TEHETHKA W JPY-
I'HX CHELUATUCTOB MO MoKa3aHuio. OLeHKa MCUX0-
MOTOPHOTO DPa3BUTHS AETEH C MIAJICHYECKUMH H
PaHHUMH JIETCKUMH (QOpMaMH SIHIETICHH TPOBO-

nunack no mkaine JI.T. XKypOsr - E.M. Mactioko-
BOM. DtHonornyeckue gaxropsl IC MIaaeHIECKOro
BO3pacTa OTpakeHbl B Auarpamme 1. Pesymbrath
ucclieioBanus. PaHHSS MHUOKIOHWYECKas dHIeda-
nomatust (PMD) - snunentuyeckuii CHHAPOM C Jie-
OI0TOM B HEOHATAJILHOM MEPHOJE, XapaKTepH3YIo-
uics MHOYKECTBEHHBIM AMUIETITHIECKUM
MHOKJIOHYCOM, PE3KOH 3aJEep’KKOH ICUXOMOTOPHO-
ro pasBUTHs, (PapPMaKOPE3UCTEHTHOCTBIO M TSKe-
JBIM TporHo3oM. KnmHuYecku mnporekaeT B BHIE
MPOJOKEHHOTO MHOKJIOHMYECKOTO  AMHJIECHTHYe-
CKOro craryca (parMEHTapHOIO  <JIETy4Yero»
MHOKJIOHYCa, IEPEMEXAaIOUIET0Csi C MaJbIMH MO-
TOPHBIMH TPHUCTYTIAMH W TOHHYECKHMHU CITa3MaMHU.
Pannsis MuokIoHMUYecKas SHIEdANONaTus ABIseTCs
PENKUM SMMICTITHYECKUM CHHIPOMOM U COCTABIISIET
0,9% or Bcex HaAOMIOZAEMBIX JEeTeH ¢ Ie0roTOM
SMUIIENICUH 10 3-X JIETHEro Bo3pacTa. B cTpykType
NAalMEeHTOB C AEeO0I0TOM SHHIEHTUYECKOTO cTaryca
JI0 3-X JIeTHEro Bo3pacTa rpynma aere ¢ PM3 co-
craBmia 4,5%, a B CTPYKType MIIAJEHIECKOTO DIIH-
nentudeckoro craryca - 8,2%. Ilpakrtuuecku Bce
ciaydan PMD 3a uckiroueHneM OIHOTO J1eOI0THPO-
BaJlM B BO3pacTe HE IpeBbllaromeM 1 Mec., Majo
TOTO - B IIEPBbIE JIBE HE/IEIN [TOCTHATAIBHOM KU3HU
(91,7%), npu 5TOM OONBLUIMHCTBO - B MIEPBYIO HEZE-
mo xu3Hu (75%), a octaBmmecs aBoe - Ha 9 u 13
cyTku xu3Hu (16,7%).
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HMuarpamma 1. Dtromorus IC minagendeckoro Bospacta (N=50).

Celi (akT COrIacoBBIBACTCS C JAHHBIMU MHU-
pPOBOH JHTEpaTyphl - BCE OIMCAHHBIE CIydaH, 3a
UCKIIIOUCHHEM JBYX, NeOIOTUPOBal B HepBbie 28
JTHeHW xu3HU peOeHka. JIumb y oqHOro mammeHTa
OTMEUYeH Ne0T MPHUCTYNoB B Bo3pacte 1,5 mec.,
4YTO HexapakTepHo aius PMD (xots kputepun 3a60-
JIeBaHUs JIOMYCKAIOT JeOI0T B MHTEpBaJe 10 3 Mec.
[IOCTHATAJIbHOU KU3HU.

CeMeliHBII aHaMHE3 TIO SIWJICTICHU HE OBbLT
OTATOIICH y OONBIIMHCTBA MAIIMEHTOB, 33 UCKIIIOYE-
HUEM Hauuus (eOPUIIBHBIX CYJOPOT Y CECTPBI OJI-
HOro u3 naunueHtoB ¢ PMD. BonsmuHcTBO Aereit
ObUIM POXKICHBI NOHOIIEHHBIMH (7 TAIHEHTOB -
63,6%) nnu nepeHoleHHbIME (3 manuenTa - 27,3%,
BKJIFOUAsl JIBA CIyd4asl OTMEPATHBHOTO poOJIopa3pere-
HUSl KECapeBbIM CEUeHHEM Ha MO3AHHUX CpOKax).
Ucknrouenne coctaisiia TIyOOKO HEIOHOIICHHAS
MAIMeHTKa, POXKJIEHHas Ha CPOKe 25 Hejmelb C Be-
com 750 r, poctom 24 cMm, C SIBICHUSIMU MEPUBEH-
TPHUKYJISIPHBIX KPOBOMBIIUSHHUNA W OCTPOH Tporpec-
cupyroliel rujapoiedanieii, moTpedoBaBIeit mpo-
BeJIeHHE BEHTPHUKYIO-TIEPUTOHEATLHOTO IIYHTHPO-
BaHUSI.

Cumnromarudeckuii xapakrep PMO otmeuen
y 10 (83,3%) mammentoB ¢ PMD. B crpykType
ATHOJOTHYECKUX (PAKTOPOB JOMUHHPOBAIIO TIKEIIOE
MepUHATANbHOE THIIOKCHYECKU-UIIEMUYECKOe 10~
paxenue [THC (9 mmanenues - 75%), Takke oTMe-
YeH OAMH peOEHOK C MHOKECTBEHHBIMU NOPOKaMU
Pa3BUTHS U SIBICHUSMH XOHJPOJUCIIIA3NH HEYTOY-
HEHHOTO XapakTepa W JIUIIb y 2 JEeBOYEK XapakTep
3a0oseBaHusl ObUT pPAclEHEH KaK KPHUIITOTCHHBIN
(16,7%).

Bricokast mpencTaBieHHOCTh CIIy4aeB C Tsi-
JKEJION MepUHATaIbHOM MAaTOJIOTUEN KOHTPACTUPYET
C JaHHBIMH MHUPOBOH JHUTEPAaTyphl O IMpEUMYIIe-
CTBEHHO KPHNTOT€HHOM Xxapakrepe PMDO um mpeBa-
JUPOBAaHMEM B CTPYKTYpPE CHMIITOMAaTHYECKHIX
dbopm PMD nereil ¢ reHeTHYECKUMH JePEKTaMU
MeTa0oNIM3Ma M HH3KOM YPOBHE TepHUHATAIBHON
natosorud. OHAKO, B IPEICTABICHHOMN MOMYJISIIH
He OBLJIO OTMEYEHO CIIy4aeB IU3TCHETHYECKHX I0-
POKOB DPa3BHUTHSI TOJNOBHOTO MO3ra, YTO SBISETCA
OIHWM W3 3HAKOBBIX oTiuumii PMD or cuHIpoma
Otaxapa ¥ COOTBETCTBYET JaHHBIM MHPOBOW JIUTE-

patypsl.

VY 9 mnanentes (75%) oTMe4anuch NpU3HAKH
XPOHUYECKON BHYTPHYTPOOHOH THIIOKCHH, Yrpo3a
npepbIBaHus OEpeMEHHOCTH OTMEUYeHa y 6 marepei
(50%), ocTpas TUIIOKCHUSI TIPU POJiaX, yCyryOUBIIas
SIBIICHUSI XPOHUYECKON BHYTPHYTPOOHOUW THIIOKCHU
miofga otMedeHa y 4 mereil. OOpamiaer BHUMaHHE
BBICOKAS! TIPEJICTABICHHOCTh ATOJIOTUH CO CTOPOHBI
nynoBuHsl (41,7%), BKIOUasi KOPOTKYIO IIyTIOBUHY
(8,3%), oOBHTOE TIYITOBHHOH y 4 MIIaJIeHIIEB, BKITIO-
yast ABykpaTtHoe (8,3%) 1 Jaxe MATHKPaTHOE OOBU-
Toe mynoBUHOH (8,3%), a TakKe HaIMYNEe UCTUHHO-
ro y3J7ia IyTIOBHUHBI, HAPSIAY C OJHOKPATHBEIM OOBH-
tueM (8,3%).

Y 4 (33,3%) mnanennes ¢ PMD ormeuanoch
BHYTPUYTPOOHOE WHOUIIMPOBAHHE C CEPOJIOTHYE-
CKOHM maeHTHUUKAIer BO3OyIuTeNel. 2 MiaaeHIa
POJMITUCH OT MaTepel, CTpalalolinX XPOHHUECKHM
rematutoM C, MPH 3TOM Yy MallbYMKa OTMEYEHO CO-
yeraHHoe uHunuposanue (LIMB + Bupyc remartu-
ta C). B ciydae (M) oTMe4yaeTcsi COUYE€TaHHAS HMH-
¢exnust (ypearuiazma + reprec 11 tuna + kanaumo3),
U y MaTepu MiIajieHna (M) TakKe OTMEUaloch code-
TaHWE ypearia3Mo3a 1 KaHI1103a.

V 5 manuenToB (41,7%) oTMeYanucCh SIBICHUS
mukponedamn. OTMedanach BBICOKas IIPEICTaB-
JIEHHOCTh Pa3HOOOPA3HBIX HAPYIIEHHH B HEBPOJO-
THYECKOM CTaTyCe 5 B MOMYJISINY ManueHToB PMO:
aTpodus 3pUTENHHBIX HEPBOB OTMEHEHA y 8 maiu-
eHToB (66,7%), HapylIeHUs TJIa30JBUTATEIBHOMN
nHHepBanuu - y 6 mamuentoB (50%), HapymeHus
WHHEPBAIIUW JTUIEBON MyCKynatypsl - y 10 maruen-
ToB (83,3%). HapyiieHust co CTOpOHBI WHHEPBAIIUU
OynbOapHOH IPyNIIbl OTMEYEHO MPAKTUYECKU Y BCEX
nanueHToB (91,7%), 3a MCKITIOYECHUEM OJHOU Je-
BOYKH, YTO, BUJMMO, SIBUWJIOCH CYLICCTBEHHBIM KpH-
TepueM ee OoJiee OIAronpUATHOTO MPOTHO3a, PE3KO
KOHTPACTHUPOBABIIETOCS ¢ TPyOON WHBATWIU3AIUCH
y octanpHbeIX aereit ¢ PMO. Ilpu stom y 8 nmereit
(66,7%) 3Tu HapylIEeHHsI HOCHIIA XapakKTep MCEeBIO-
OyiasOapHoro, u y 3 gereir (25%) - OynbbapHOTO
cuHAapoMa. Y BCeX ManueHToB ¢ PMD oTMeueHsI
WU3MEHEHHUSI CO CTOPOHBI MBIIIEYHOTO TOHYyca - y 7
neteit (58,3%) mo Tumy runepronyca, ay S (41,7%)
- B Bune nudy3HON MBINICYHON THIOTOHHHU. Y
Bcex nmereid ¢ PMD oTMedeHO OXXKHBICHHE CyXO-
JKUIIBHBIX pe(IIeKCOB C HaJMUUEM SIBICHHH aHU30-
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pedaexkcun y mos0BHHBI NaMEHTOB. TshKemble 1BU-
ratenbHble HapyleHus CHOPMHUPOBAIUCH IPaKTH-
yecku y Bcex aereid (11 manuentos, 91,7%), 3a uc-
KJIFOUEHHEM OJHOM JE€BOYKH C JTOCTHKEHHEM KIIH-
HUYECKOH (HO HE 3JeKTpodHIedamorpaduIecKoil)
pemuccun (8,3%). Y OompmmHCTBa AeTeld OTMede-
HBI siBiieHUs TeTpamnapesa (10 mauuentos, 83,3%) u
B Buje remumapesa y ogHoro (8,3%). Hespomoru-
YecKHe HapyUIeHUS Yy MIIAJCHLEB, CTPaJarolIuX
PMD, BelpaxeHsl yke HauWHas ¢ MOMEHTa POXKJie-
HUS, JIMOO pa3BUBAIOTCS C MOMEHTA MOSBICHHUS
IIPUCTYIIOB ¥ CKJIOHHBI K IPOIPECCUPOBAHUIO.

Hnsa gereit ¢ PMD xapaktepHa pe3kas 3a-
Jep’KKa MOTOPHOTO M TICHXHYECKOTO pPa3BUTHS
OOJIbHBIX, BIUIOTH IO TOJIHOI'O OTCYTCTBHUS Pa3BH-
Tus. B GonbLIMHCTBE CilyyaeB AETH JaXKe HE B CO-
CTOSIHUM OCYIIECTBIATh KOHTPOJIb TOJIOBBI U TPO-
CJIeKMBATh B3IVIAOM 3a IpeAMETaMU. Y BCEX Ipea-
cTaBieHHBIX 12 nereit ¢ PMD oTMeuanach 3anepxka
TICUXO-MOTOPHOTO  Pa3BUTHS, TNPEUMYIIECTBEHHO
rpy6as (11 maumenroB, 91,7%) u numb y omHoOU
MAIUEHTKH ¢ W3HAYAIBHON KaTacTpohUIecKoi Kap-
THHOH 3a00seBaHus, Ha QOHE TOCTHKCHUS BPEeMEH-
HOM KIIMHUKO-3JICKTPO3HIIehanorpaduieckor pe-
MHCCHU OTMEYaJIOCh BOCCTAHOBJIEHHE IBUTaTElb-
HBIX (YHKUUI C HaBBIKAMH BEPTUKAIM3ALUM U Ca-
MOCTOSITETbHON XOIBOBI, TIOSBHJICS OTPaHUYCHHBIN
cnoBapHbIil 3anac (k 4 ronam). OmHaKo, ¢ peakTu-
BalMel sMuiIenTUGOPMHBIX paspsiaoB Ha D3I oT-
Medanack TpaHcopMaIys B KOTHUTUBHYIO SIHJICTI-
tudopMuyro aesuHTerpampio  (8,3%) ¢ mcuxo-
PEUEBBIM PErpeccoM U ayTUCTHIECKUMH YEPTaMH.

B knuHHMYeckoil KapTHHE NPHUCTYNOB OOJH-
TaTHBIM IPH3HAKOM OBbLIO HANW4YHE TaKUX THUIIOB
NPUCTYNOB Kak (h)parMEeHTapHBIHA SMWICHTHYECKUN
Muokiionyc (100%). Ito mpakTu4yecku NepMaHEHT-
HBII MHUOKJIOHYC, TIPOSIBIISIIOINMIICS B BHIE (par-
MEHTapHBIX MOAEPTUBAHUN B Pa3NUYHBIX TPYIIax
MbIII. M3mo0neHHas Jokajau3auusi MHOKIIOHYca
npu PMD - nu1o, )KWBOT W TUCTAIBHBIC OTHACIBI
KoHeuHocTel. [logepruBanust MOryT BOBJIEKATh Kak
OTAENbHBIE YacTW JIMIA WIM KOHEYHOCTH (Tajer,
yroin pra, OpoBb), TaK M LEIYI0 KOHEYHOCTb. Y
OOJIBIIIMHCTBA MAIICHTOB IOJIEPTHBAHUS OYCHb Ya-
CTBIE M NPAKTUYECKH MOCTOSHHBIE, HE MCUE3aOIIHe
BO CHE. Y HEKOTOPBIX MIAJICHIEB M3-32 HU3KOH aMm-
TUTATYABI TOIEPTUBAHUI UX MOKHO 3aMETHTH JIUIIIb
NP TIIATETFHOM OCMOTPE WM JaKe€ TOJIBKO MPH
nanbnanuu. XapakTepHas 4depTa AMHIECHTHYECKOro
MHUOKJIOHYca mpu PMD - CKJIOHHOCTH K HETpepHIB-
HOM MUIpAallMM OT OJHOH CTOPOHBI K APYrod B
ACMHXPOHHOM pE&XHMeE, Halpumep, - jJeBas KUCTh -
OoNbLION manel mpaBOd HOTH - YroJd pTa clieBa U
T.4. MHOrga mosBIIAIOTCS pe3Kue MAacCUBHbIE Ou-
CUHXPOHHBIE MUOKJIOHUH, NPOSBISIONIMECS B3Jpa-
THBaHUEM BCETO Tela, KOTOphIe BOSHUKAIOT Ha (hOHE
HepMaHeHTHOTo (parmeHTapHoro muoxionyca. C

TEYCHHEM BPEMEHH BBIPAKEHHOCTh M PACIPOCTpPa-
HEHHOCTH JMMHJIENTHYECKOTO MHOKJIOHyCa Hapacra-
eT. Hapsiny ¢ ¢parMeHTapHBIM «JIETY4YUM) MHUOKIIO-
HYCOM Yy BCEX IPEICTaBIEHHBIX MalueHToB ¢ PMDO
OTMEUAIINCh TaK)Ke OwiaTepalibHbIE MHUOKIOHHYE-
ckue mipuctymsl (100%).

Tonudeckue cnazMbl oTMevdanuch y 10 uz 12
mianeHneB (83,3%) ¢ PMD. ToHndeckune u dare
AKCTEH30pHBIC CITa3Mbl (€IMHIUYHBIC M KIACTCPHBIC)
MIOYTH BCEr/ia MPUCOEANHAIOTCS B Bo3pacTe nocie 3
MecsIeB 1 BO3HHKAIOT Kak BO CHE, Tak U B Ooxp-
CTBOBAHHH, YTO COTJIACYeTCS C NaHHBIMH IPYTHUX
HCCIIEOBAHUMN.

®dokanbHble TOHUYECKUE BEPCUBHBIC TPUCTY-
mel oT™Medanuch y 7 manueHTtoB (58,3%) ¢ PMD,
TEMHUKOHBYJIBCHBHBIE TPUCTYIBI OTMEYAINCh y 4
(33,3%), reHepaii30BaHHbIC TOHUKO-KIOHUYCCKHE -
y 3 (25%), papunro-opansusie - y 3 (25%), npu-
CTyHBI € anHod - y 3 (25%). ®okaabHbIE MOTOPHBIE
MPUCTYIBI TAKXKE HOCAT MUTPUPYIOIIUN XapakTep U
0OBIYHO BO3HUKAIOT HEMOCPEICTBEHHO BCIen 3a
MAacCCHUBHBIMA MHOKIIOHHYECKUMH IT0IePTUBAHUSIMHU.
B equHMYHBIX CiTydasx BO3MOXKHO TOSIBIICHHE TH-
MOMOTOPHBIX ~ (OKaNbHBIX Mmapokcu3MmoB. Dalla
Bernardina u coast. (1983) momguepkuBaroT, dTO
0COOEHHO BaKHO JISI yCTaHOBIEHUS AuarHoza PMO
COUeTaHHe MEPMAaHEHTHOTO XAOTHYHOTO SIHJIETITH-
YeCKOro MHOKJIOHYca ¢ ()OKaJbHBIMA MOTOPHBIMHU
npuctynmamMu. HanGosee yrposkaeMbIMH TS KU3HU
npucTynamMu OBUTH MPHUCTYIBI arHod, COMPOBO-
SICJIABIIMECS aKPOIMOHO30M U AM(PY3HBIM ITHAHO-
30M, B psiJie IPUCTYIIOB C SBJICHHUSIMH OparKapIuu
(y 3 maumenrtoB, 25%). OmaceH Takke CTaTyCHBIN
XapakTep reHepaIn30BaHHBIX TOHUKO-KIOHUYECKHUX
MIPHUCTYTIOB, OTMEYEHHBIA y MajbunKka Ha 1-€ CyTKH
JKU3HU. DNMUJICTITUYECKUH CTaTyC MUOKJIOHUYECKUX
MPUCTYTIOB siBisieTcss obnuratHeiM (100%) mpuzHa-
koM PMD, 3TH fneTH MpakTHYEeCKH CYLIECTBYIOT B
craryce (parMeHTapHBIX MHUOKIIOHHYECKUX TIpH-
CTYIIOB,  CONPOBOXKJAIOIINXCS  «CYNPECCHBHO-
B3pPBIBHBIM» MaTTepHOM Ha D3I, ¢ TOMUHUPOBaHU-
€M TOJINCIIal-BOITHOBBIX pa3psioB. Y BCEX MalllEH-
TOB Ha DBIIEKTPO3HIE]aIorpaMMe OTMEUANICS «Cy-
IIPECCUBHO-B3PBIBHON» MATTEPH SIPKO BBIPAXKEHHBIN
1 B 0OIPCTBOBAHMM U BO BpeMs CHa y § MalMEeHTOB
(66,7%) u y 4 mnanenueB (33,3%) mo tumy «4a-
CTHUYHOM aTTeHyaluu» B OOJPCTBOBAHUHU («CTEp-
TBII» BapHaHT «CYIPECCHBHO-B3PHIBHOTO» MAaTTEP-
Ha), HO TaKXXe SPKO BBIPAKEHHBIA MO XOAY 3alHCh
cHa. Oco0oil 1 00NMUraTHON OTIMYUTEITHFHON Xapax-
TEPUCTUKON «CYIPECCHBHO-B3PHIBHOTO)» MaTTepHA
npu PMD B oTianuue OoT TakoBOTO NPH CHHAPOME
Ortaxapa (CO) siBnseTcsi AOMHUHUPOBaHHUE B CTPYK-
Type (a3 «BCHBIIIEK» UMEHHO MOJIHITAK-BOJHOBBIX
pazpsnoB (100%), B To Bpems kak mpu CO oTmeda-
I0TCS MPENMYIIECTBEHHO OCTPO-MEJIEHHO BOJHO-
BBIE M B MEHBIIIEH CTETICHU - CIIaliK-BOJIHOBBIC Pas3-
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PSIIBI, C PEIKOCTHIO KOMIUIEKCOB C ITOJHITUKOBBIM
KoMmmnoHeHTOM. Kak u3BeCTHO, OCTpOi BOJIHOM cCiie-
JyeT CYUTaTh OCTpoe KojcOaHue B anb(ha- U TeTa-
Jana3oHe 4acTOTOM, B TO BpeMs KakK CHaiK yKia-
IpIBaeTcs B OeTa-Anama3oHe 4acToOT, a IOCIeqylo-
Imasi MEJICHHOBOJIHOBAsA (ha3a - MPEHMYIIECTBEHHO
JIeNbTa-, pexe - TeTa-auana3oHa 4actoT (puc.l).
[Ipu HelipoBU3yaln3allul HU y OJHOTO W3 HNalUEH-
ToB ¢ PMD He 00HapyXeHO MHU3T€HETHYECKUX aHO-
MaJMi pa3BUTHS TOJIOBHOTO MO3Ta B OTIMYHE OT
cuaapoma Ortaxapa. OTMmeuancsl IIUPOKUM CHEKTP
THIIOKCHYECKU-NIIEMIYECKUX TTOPAKEHUI: Y BCEX
MAlMEeHTOB OTMEYEHBI HAPYIIECHHUsI CO CTOPOHBI Oe-
JIOTO BEIeCTBA B BUJE NEPHUBEHTPUKYISPHOU JeH-
koMarsnuu (9 marueHToB, 75%) W HaJTWYHS JTUIIb
3aIepXKKH TEMIIOB MHUeIMHU3anuu (3 MIajeHa,
25%), y 9 mnenenueB (75%) ormeueHa nuddysnas
KOPKOBO-TIOJKOPKOBasi aTpodust (MO3T THUMA «Tpell-
Koro opexa») (puc. 2). Ilpu 3ToM y 7 MaIHUeHTOB
(58,3%) oTMedeHO BBIpAKCHHOE SBJICHHUC Iapaca-
TUTTaNbHOTO Hekposa lllyranu, rumoruiazusi Mo30-
JIUCTOTO Tella Ha (JOHE XPOHUYECKOH BHYTPUYTPOO-
HOW THINOKCHH OTMeueHa y 2 mereir (16,7%), y 2
MaibunkoB (16,7%) ¢ PMD ormeueHsl uHTparepe-
OpanbHBIE KANBIUHATHI (3TO OBUIM AETH C HAIMIHEM
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BHYTpUYTpOOHBIX uHbpekuui - [IMB, renatur C u
ypearuiasmo3), a TITyOOKO HEJOHOIIEHHAs JEBOYKA
K. C. noxaseprimach omepanuu BEePTPUKYIIO-
nepuToHeanpHoro IyHTupoBanus (8,3%). V 3 ne-
Teit ¢ PMD oTmedueHa nmumb ymMepeHHas KOPKOBas
cybaTtpodusi B COYETaHNH C 33/IePKKOU TEMITOB MU-
enuam3atmu (25%). [pornos y gereir ¢ PMO mo
OompIIel YacTH TeYalbHBIN, C TTyOOKOW YMCTBEH-
HOU OTCTaNOCTBIO, OTCYTCTBUEM HABBIKOB COITAIH-
3allUK, CaMOOOCITYXMBAaHUS M Jake BepTHKaIH3a-
uun Ha QoHe sBIeHWH TeTpamnapesa. [Ipogomku-
TENBHOCTh KU3HM 3aBUCHT OT KayecTBa yxojia 3a
MalMeHTaMH, CTENICHU BBIPAKEHHOCTH OyIbOapHBIX
HapymeHud. J30aBUTb OT TPHUCTYNOB YyIanoch
JUIIb ONHY TAIMEHTKY Ha (oHe KoMOwHarmu ¢e-
HOoOapOuTtaa m ¢pmsuyma. Ha ¢one xmmHUMKO-
ANEKTpO3HIIehaNTOrpapUIecKoil peMHCCUU OTMEue-
HO YIyYIIICHUE JBUTATENLHBIX HABBIKOB (BEpTHKA-
JU3aIAHA U CAMOCTOSITEIIbHON XOIBbOBI), a TaKXKe TI0-
SIBJICHUHW NPOCTHIX CJIOB. O):[HaKO, oTMEUajlachb pC€ak-
TUBAIMS SMWICITHPOPMHBIX pa3psgoB Ha D01 ¢
SIBIICHUSMHU  DJIEKTPUYECKOTO CTaTyca ME/JICHHO-
BOJIHOBOT'O CHa U TpaHCQOpMalueld B KOTHUTUBHYIO
AMMWIECHTUPOPMHYIO Ae3uHTerpanuio (8,3%).
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Puc. 1. bonpHas, 1,5 mec. PM3. D3I 6onpcrBoBanus. «CynpecCHBHO-B3PBIBHOW» NMAaTTEPH. MHOKECTBEH-
HBIH (parMeHTapHBIH U OMIaTepabHBIN SMMICITHYECKUH MUOKIIOHYC, CONPOBOXKIABIIHUICS MOTUIUK -
BOJTHOBBIMU Pa3psilaMH B CTPYKTYpE BCIIBILIEK U HOBBILICHHEM MUOTpadruecKor uMITyabcauui Ha DM

JTaT4YuKe.

Puc. 2. bonpnas, 1 v 10 mec. PM3. MPT: Cunapom napacarutransHoro Hekposza Chugani. OOmmpHbIe 30HBI
KOPTHUKAJIbHOTO JJAMMHAPHOT0 HEKpo3a. BTopHyuHas MOCTIUITOKCHYECKas KaJuIe30aTHsL.
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VY 5 nereit (41,7%) ¢ PMD He oTmeueHO cy-
LIECTBEHHOTO BJIMSHUS aHTHIIWIENTUIECKON Tepa-
MUY Ha OBOWICNTUYECKUE MPHCTYNbl. CHUXEHHEe
MPUCTYTIOB B OoJiee YeM 2 pa3a OTMEUYCHO y S5 maIu-
eHrtoB (41,7%) u croiikoe ymensiienue >75% eme y
onHoro pebenka (8,3%). Ilo xoxy nedenns Morim
BO3HHKAaTh KOPOTKHUE PEMHUCCHH, HO C SIBICHUSIMHU
NIPUBBIKAHUS, «YCKOJIb3aHHA» OT Tepanuu. Baib-
MpoaThl OKa3pBal 3(PPEeKT B BUIE YMEPEHHOTO
YPEKEHUsI SMUICNTHYECKUX MPUCTYIOB JHIIbL y 3
narueHToB (25%) ¢ PMD, XoTs BceM manueHTam
npoBoauiacek tepanus BII B agexBaTHBIX 103UPOB-
kax. Crnemyet 0co00 OAYEPKHYTH, UTO Y 3 MJlaJicH-
ueB ¢ PMD BanpmpoaTbl BBI3BIBAIM arrpaBanuio
MHOKJIOHUYECKUX IMPUCTYIOB, YTO BEPOSTHO OBLIO
00yCIIOBIIEHO HApYIICHUSMH MeTabonm3ma 0o
HEHpOHANBHOrO penenTopHoro ammaparta. Head-
(extuBHBIME Tipr PMD mokazanu cedst CyKCHIlen u
nudennH. EqMHCTBEHHBIH ONBIT IPUMEHEHUS TOIH-
pamara mpu PMD Obl1 HEeyAauHBIM C arrpaBalueit
MPUCTYIIOB U yTHETEHHEM CO3HaHus y peOeHka. Bee
naredTsl ¢ PMD monmydann KOMOWHHPOBaHHYIO
TEpanuio ¥ OTHOCUTEIBHO Hanbosee 3PPeKTUBHON
KoMOuHanuell OblIo coueTaHne OCH30Ma3EeIMHOB
(xnonazenam, ¢pusuyM) u OapdbutypatoB (de-
HOOapOWTaN), ¢ BO3SMOXHBIM MOAKIIOUYEHHEM B Ka-
YecTBE TPETHETO IperapaTa BalbIIPOATOB HMIIH BbI-
COKHUX 1103 Ttupuaokcuna (B6). Y oTaenpHBIX maim-
€HTOB OTMEYaJICS MO3UTHBHEIN 3()(]eKT oT KoMOu-
HaIlUil BaJBIPOATOB C (eHOOapOUTaIOM JTHOO BHU-
TaMuHOM B6, OTMEUYeH Takke OTHOCHTEIbHBIN (-
(eKT mpuMeHeHHs KJIOHa3ernaMa B COUYETaHUH C Te-
panueil cuHakTeHOM-zeno. Cruemyer ocobo mon-
4epKHYT 3P PEeKTUBHOCTh MPUMEHEHHS BEICOKUX 103
ButamuHa B6 (100-200 mr/kr/cyt) npu PMD B Buze
cHmkeHus 50% npuctynos y 3 nanueHTos ¢ PMO.

BreiBompl. OcoGennocteio DC B MiajieHye-
CKOM BO3pacTe SBISIETCS YacTO€ BO3HHKHOBEHHE
cTaTyca CEPUMHBIX TOHWYECKHUX CHa3MOB M MabIX
MOTOPHBIX NPHUCTYNOB (58,5%), KOTOPBIA HEpEIKOo
ocTaeTcsi Hepaclo3HAHHBIM. ODIMMICTITHYECKUA CTa-
TyC aTMIWYHBIX abcaHcoB cocrtaBugeT 14,6% Bcex
ciydaeB OC ¢ ne0rTOM 10 3-X JIeT W BO3HHKAET
npu cuHapomax JlenHokca-I'acro, [Ipase, MHOKIIO-
HUYECKU-aCTaTUYEeCKOM SMUICNICUA U CUMITOMATH-
yeckux (poKaibHBIX (POpMax ¢ «IICEeBIOTeHEPATN30-
BaHHBIMIY IIPUCTYTIAMH.
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MI/IQKJIOHI/I‘IECKI/Iﬂ CTATYC IIPHU PAH-
HEW MUOKJIOHUYECKOHU SHIE®AJIO-
ITATUN AUKAPIHN

JI.C. XAMPAEBA, H.b. JDKYMAEBA,
A.A. KAIOMOBA, C.3. XAKIMOBA,
A.T. JDKYPABEKOBA

B pabote mpoBoanioch M3y4eHUE MHOKIO-
HUYECKOTO CTaTyca IMPH paHHEH MUOKIOHHYECKOM
sHuedanonatu Alikapau. VMzydenuro OblIo0 mon-
BeprayThl 50 meTell B MIIaJICHUYECKOM W pPaHHEM
JIETCKOM Bo3pacTe. BceM neTsM npoBOAMIOCH KIIH-
HUKO-HEBPOJIOTHYECKOE M COMAaTHYECKOe 00CIe1o0-
BaHme, 3xo3HIeanorpadus (331°). B xome obcie-
JIOBaHMS JI€TH OBUIM TOZETICHBI Ha ONpeAesICHHBIE
MOATPYMITBI TI0 KIMHUYECKOMY CTaTyCy U JaHHBIMH
O3I'. OCcoOEHHOCTHIO AIWICNTHYECKOTO CTaTyca
(OC) y nereit B MIaZcHIECKOM BO3PACTE SIBUJIOCH
4acTOe BOBHUKHOBEHHUE CTaTyCa CEpUUHBIX TOHHYE-
CKHX CIa3MOB M MaJIbIX MOTOPHBIX MPHUCTYIOB, KO-
TOpBIE OCTAIOTCS HEPACTIO3HAHHBIMH.

KuloueBble clioBa: MmuoxknoHuueckui cma-
myc, snyegaronamus Atikapou, D3I, panuuii dem-
CKuti go3pacm.
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