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Objective: to study clinical symptoms and brain activity in new forms of infantile epilepsy, such as malignant migrating partial seizures in infan-
cy (MMPS1) and Markand-Blume-Ohtahara syndrome (MBOS) and to elaborate their differential diagnostic criteria for the timely choice of
treatment policy and for the prediction of the disease.

Patients and methods. Thirty-eight children aged 1.5 months to 3 years with MMPSI and MBOS were examined. Their medical history and
neurological examination data, electroencephalographic and neuroimaging characteristics, and the efficiency of chosen anticonvulsant thera-
Py were investigated.

Results and discussion. The investigators revealed the following characteristics of these forms: the causes of these syndromes were highly diverse
and unspecific; the neurological status was characterized by a variety of symptoms with an obvious delay in psycho-prespeech development con-
current with a high rate of partial focal (in MM PS1) and generalized (in MBOS) status epilepticus; The EEC characteristic sign was MISF and
«lafa» patterns in the children with MBOS and continuous migrating partial ictal status epilepticus patterns in those with MM PSI. These forms
of epileptic encephalopathies are extremely drug-resistant and characterized by a high risk for a fatal outcome.
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PanHuit meTckuii BO3pacT XapaKTepH3yeTCsl HEINpepbIB-
HBIM TIPOLIECCOM Pa3BUTHUS CTPYKTYpP U COBEPIICHCTBOBAaHUS
(yHKLMIA OopraHM3Ma, B OCOOEHHOCTM LIEHTPaJbHON HEPBHOMI
cucteMbl (LIHC), koTopast odecrieunBaeT agarnrtaiuio pedeHkKa K
ycJoBUSM BHelllHel cpenbl [1—3]. Hapyienue pazsutusi Mo3ra
W TIepUHATAJIbHBIE BO3IEUCTBUST (DOPMUPYIOT 0COO0E SMUIICTITH -
YECKOe COCTOsSTHUEe, 0003HaYaeMoe KaK SMWIeNTUIecKas dHIe-
danonaTusi, KOTopasi BbI3bIBACT HapylleHHe (HOPMUPOBAHUSI
BBICILIMX TICUXMUYECKUX (DYHKIIMIA U MOTOPHOTO pa3BUTHsI. Baxk-
HOM XapaKTePUCTUKOM SIMIJIENITUYECKUX SHIIe(haTONaTHi STBIISI-
€TCsl BO3pAacTHAsI IBOJIONUS KIMHUISCKUX CUMIITTOMOB U 3ITH-
JnenTudOopMHBIX TIaTTepHOB [4]. Bo3pacT-3aBucumbie (hopMbI
BMWJIETICUY HAOJII0JAI0TCS TOJBKO Y IeTei, Koraa MO3T ellle pas-
BUBaercH |3, 6].

B teuenue nmocnenHux Jyiet Ojarogapsi porpeccy B 3Iu-
JIETITOJIOTMY OINMCaHbl HOBbIe (hOPMBI AETCKOM SMUJICTICHH, Ta-
KU Kak 3JI0Ka4eCTBEHHbIE MUTPUPYIOIIUE MapluaibHbIe TIPU-
crynel mianendyectsa (3MITIIM), cunapom Mapkanna—biio-
me—Oraxapa (CMBO), a TakKe aTMIUYHBIE MUKCT-(OPMBI
MJIaICHYECKMX MUICTITUICCKUX IHIIedaTonaTuit. TakcoHOMu-
YyecKoe IMOJI0XEHUE OMMCAaHHbIX (OpM oOIpeneseHoO B TpyIire
aNUIeNTUYeCKUX HLebanonaTuit [7], a Takxe Ipeaiaraercs
paccMaTpuBaTh UX KaK MyJbTU(GOKATbHBIE (OPMBI STTUISTICUY C
HaJIMYMEM TaK Ha3bIBAEMbIX TICEBIOTCHEPATM30BAHHBIX TTPUCTY-
noB [8]. B Mupe omucaHo He Gojiee cTa MAIMEHTOB U3 IPYIIIILI
3MIIIIM [9—11], ogHaKo peajbHbIE IMOKa3aTeau, OYCBUIHO,
BbIllIe MPUBEAECHHBIX 3HAYEHUI. DTO OOYCIOBIEHO B IEPBYIO
odepeb TPYIHOCTSIMU UX PAcIlo3HaBaHUSI B aMOyJIaTOPHO-TIO-
JIMKJIMHUYECKUX YCIIOBUSIX, TaK KaK JJIsl IMarTHOCTUKY TpeOyeT-
¢Sl BBICOKOTEXHOJIOTMIHOE 000pyIOBaHNUE.

B HacTosI11ICe BpeMsT KpUTEpUU IUarHOCTUKY HETOCTaTOY -
HO pa3paboTaHbl, a BO3MOXHOCTU Teparuu OYeHb OrpaHUYCH-
Hbl. loctaTouHo yacto y 6oabHbIX ¢ 3SMITIIM, CMBO u atu-
MMUYHBIMI MUKCT-(OpMaMU OITUO0YHO TMarHOCTUPYIOTCS CUH-
npoM Becra u npyrve ¢hopMbl SMWIIETICUM, OMHAKO TepareBTH-
YeCKUe MOAXOAbI PA3INYHBI, ¥ B pe3yJIbTaTe MAallMeHThI HE TTOJTY-
YaloT afeKBaTHYIO Tepallvio, YTO, B CBOI OYepelb, MOTOJIHU-
TEJbHO YTSDKENISIeT TeueHre dHIedaaonaTuu.

Takum o0pazoM, u3ydeHue (OpM AETCKOI SMUIIETICUMU,
takux Kak 3MIITIM u CMBO, sBisieTcst akTyaiabHOM MpooJie-
Mot anuienroiaoruu. HeodxoanumMo Kak MOXHO paHbIlle paciio-
3HaBaTh M JWAarHOCTUPOBATh PaHHME 3JI0KAUYECTBEHHBIC DHIIE-
dayonaTiu U CBOEBPEMEHHO Ha3HAUaTh aJeKBaTHYIO MIPOTUBO-
SMUJIENTUYECKYIO Tepanuio |5, 12, 13].

Ieab vccnenoBaHus — M3YYUTh KITMHUYECKUE CUMITTOMBI
M COCTOSIHUE 3JICKTPUUYECKOW aKTUBHOCTH MO3Ta IPU HOBBIX
¢dopmMmax gerckoii anuiencuu, Takux kKak 3SMITIIM u CMBO, u
pa3paboTath KpuTepu uX auddepeHInaTbHON TUAarHOCTUKKA
IIJIS CBOEBPEMEHHOTO BBIOOpA TAKTUKM JICUSHUST U TIPOTHO3UPO-
BaHUsI 3a00J1eBaHUSI.

IMamuenTsr u MeToabl. OOBEKTOM MCCIEIOBAHUS SIBUIMCH
netu (n=38) B Bo3pacTe ot 1,5 mec 10 3 JIeT ¢ KIMHUYECKUMU U
a5ieKTposHLedanorpadpudeckumu (D917 nmpuzHakaMu STUIIET-
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TUYEeCKUX dHLedanonaTnii paHHEeTo AeTCKOro Bo3pacTta. Ha mo-
MEHT KCCIeOBaHUsI BCeM OOJIIbHBIM JETSIM MPOBOIUIACH KOMII-
JIEKCHAasl MPOTUBOSMMWIENITUYECKAsl, HOOTPOITHAasl, MeTaboinye-
cKasl Teparusl B aleKBaTHBIX TO3UPOBKaX.

B 1-10 rpynmy Bouumm 14 mereit ¢ 3MIITIM: 8 (57,14%)
MabuukoB U 6 (42,85%) neBouek, a Bo 2-10 — 24 pebGeHKa ¢
CMBO: 12 (50%) manbuukos u 12 (50%) neBouexk.

Mertonp! ucciaenoBaHusl BKIIOYATU: aHAIN3 aHAMHECTUYe-
CKMX JaHHBIX, COMAaTUUYECKOr0 M HEBPOJIOTMYECKOro craryca,
OLIEHKY TICUXOMOTOPHOTIO pa3BuTHsi, DD -o0cnenoBaHue (BUaeo-
OBT'-MOHUTOPUHT BO BpeMsi OOIPCTBOBAHUS U CHA), HEMPOBU3Y-
IM3alMOHHOE 00CTe0BaHNe TOJIOBHOTO MO3Tra, OIpe/esieHue
KOHILIEHTPAINY TTPOTUBOAIIENITUIECKUX TIPENapaToB B KPOBH).

Pesymsrarbl. Bospact ne6iota. B 1-it rpynmne (3MIITIM)
BO3pacT Ae01oTa BapbUpOBaJl OT 1 JHS MOCTHATAJIbHOM XXU3HU J10
6 mec. Y 4 (28,57%) nmaiimeHTOB CyIOPOTH OTMEUATHCh C TIEPBBIX
CYTOK ITOCTHATaJIbHOM XU3HM, enie y 4 (28,57%) mauueHToB —
Ha 2—4-¢ cytku, y ogHoro (7,14%) mianeHua — Ha 3-ii Henele
KU3HM, B 3 (21,4%) citydasix — Ha 3-M MecsILIe U 10 OTHOMY CJTy-
vao (1o 7,14%) — Ha 4-M 1 6-M Mecsiliax XU3HU.

Ipu sTom y 2 (14,28%) maumreHTOB BCJen 3a HeOHaTa b~
HBIMU CyIOpOTaMU, Pa3BUBIIUMUCS B 1-¢ U 3-M CYTKM XHU3HU,
OTMEYAaJICST TIEPUOJ «PEMUCCUN» C PeaKTUBAIMEN KIMHUYECKUX
MPUCTYIIOB B Bo3pacTe S 1 7 Mec.

Bo 2-it rpynme (CMBO) Bo3pacT mebrora BapbupoBasl OT
1 AHS mocTHATaJIbHOM XU3HU 0 3,5 roja; yauie 3TO MPOMUCXO-
nuiio Ha 1-M roxy xusnu (y 18 manmenToB — 75%).

Cumnmomamuxka. B 1-ii rpynne (3MIIIIM) npuctymsl xa-
PaKTEePU30BAINCH BBIPAXKEHHBIM TMOTUMOPMU3MOM, BBICOKOM
YaCTOTOU ¥ TIPAKTUIECKU SBIISLTACH 0CO00ii (hopMOt MTameHdIe-
CKOTO SMMWJIENITUYECKOTO CTaTyca B BULE MUTPUPYIOLIETO MYJIb-
TUHOKAIBHOTO AMUJIEIITUYECKOTO cTaTyca. Y BCeX MallMeHTOB
OTMEYaJIoCh 5 1 60s1ee TUTOB SMWJIENTUIECKUX TPUCTYITOB.

Hawnbosee yacTbIM IMPUCTYIIOM J1e0I0Ta B IpeACTaBIeHHOM
rnonyssiiu nmaureHToB ¢ 3MITTIM ObuIM TOHUYECKUE Cria3Mbl
(21,42%; n=3) 1 ToHMYECKUE BepCHUBHBIC MPUCTYILI (28,57%;
n=4), a TakKe MPUCTYIIbI alTHOD ¢ 1uaHo3oM (21,42%; n=3), B
nByx ciayvasx (14,28%) orMeueH ne6GIOT ¢ MUOKJIOHUYECKHUX
npucTynoB, B oqHoM (7,14%) — ¢ opTaaTbMO-TOHMYECKUX TTPH-
CTYIIOB U B omHOM ciydae (7,14%) — ¢ reHepaJlM30BaHHBIX TO-
HUKO-KJIOHUYECKUX TTPUCTYTIOB.

IpakTruecku y mojaoBuHEL Aeteit (57,14%) Obut oTMEYEH
BOJIHOOOpA3HBIil TUTT TeueHUsI 3a00eBaHus (TIEPUOJL TSKEIOTO
TeuyeHUs1 3a00sIeBaHUs ajiee CMEHSUICSI OTHOCUTENbHO OJaro-
MPUSTHBIM MEPUOAOM, TaK HA3bIBAEMBIM CBETJIBIM MPOMEXKYT-
KOM), YTO CO3[1aBaJio TPYAHOCTH B aieKBaTHOI olieHKe 2 deK-
TUBHOCTH TIPOBOIVMMON TIPOTUBOIMMIICTITUIECKON Teparmi.

B mpencraBieHHoil rpyrie o0IUTaTHBIM TUIIOM TIPUCTY-
OB HAaPsIAy C TOHUYECKUMU BEPCUBHBIMU U ODTATbMUYECKUMU
MPUCTYNaMU ObLIA CepUNHBIE JMWIENTUYECKUE CMa3Mbl.
V 8(57,14%) u3 14 HaGmogaeMbIX HAMM JIETeii TI0 Mepe TeUeHMST
3a00JIeBaHMsI BO3HUKJIM BTOPUIHO-TEHEPAIM30BaHHBIE TOHM-
KO-KJIOHUYECKUE TIPUCTYIIHI.
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SMUJIENTUYECKON 3HLIehATONaTUU npa- o
KTUYECKU TPEACTABIIAET COO0I 0co0yI0 o
dopMy sMHIIENITHYECKOTO cTaTyca, Obl- -

JIU TIPOaHaJM3MPOBAHbl TUIIBI SIUJIEII- -
TUYECKMX CTaTyCOB y IeTeil 1-1 rpymnmsl. .

VY Bcex MauMeHTOB OTMEYasICs STMUIIETI-
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TYC MMOKJIOHUYECKUX IPUCTYIOB, Y ik "mw'
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HBIX TOHUKO-KJIOHUUYECKUX CYIOPOXK- P i‘“
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KOHBYJIbCUBHBII CTaTyC.
Bo 2-it rpynne (CMBO) B knu-
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TeKaJu cepuitHo, y 13% — MUOKIIOHU-
yeckue 'y 33,3% — nuanentuyeckue
MPUCTYTIBI, TAKXKE HEPEJKO OTMEYaIUCh
dokanpHbie amBepcuBHBIE (29,1%),
pednextopHbie (29,1%) npuctymnsl U B
eNVMHUYHBIX ciydasx (4,16%) — atoHu-
yeckue, odTaTbMUIecKe U TeMUKOH-
BYJIbCUBHBIE TIPUCTYTIBI.

Imuoaoeus u dannvte Heliposusyaauzauuu. B 1-ii rpynre
(BMIITIM) y 3 (21,42%) neteii He ObLIO BBISIBIEHO CTPYKTYp-
HBIX aHOMAJTI TOJIOBHOTO MO3Ta 10 JaHHBIM MarHUTHO-Pe30-
HaHCHOW Tomorpaduu (KpUNTOTeHHBIE BapWAHTHI), B
11 (78,58%) cnyvasx — cuMnroMaTuyeckue. Y OGOJIbILIMHCTBA
MalMeHTOB OTMEYAJICsl LIMPOKUI CIIEKTP TMIOKCUYECKU-UIIe-
muueckux nopaxenuit LIHC. Bo Bcex ciryyasix ormeyasiach 3a-
NepkKKa TeMIIOB MUETUHU3AIINY.

Hu y onHoro pedeHka He ObUIO UACHTUMULMPOBAHO HA-
CIENCTBeHHBIX NeeKTOB MeTabonm3Ma, Takxke He ObLT OTSTo-
LLIEH 10 3MUJIETICUU CEMEVHBI aHAMHE3.

Bo 2-i1 rpynne npuuuHbl pa3sutuss CMBO ouyeHb Bapua-
OeJbHbI 1 HecnieUM(PUYHBI; OHU BKJIIOYAIM XPOHUYECKYIO BHYT-
PUYTPOOHYIO TUITOKCHIO TIJI0/Ia, BHYTPUYTPOOHOE MHMUIIMPOBA-
nHue, cuaapom [panepa—Bum, GM1- u GM2-raHrmo3unno-
3bI, TYOEPO3HBIN CKIIEPO3, HEMOCTATOYHOCTh OMOTUHUIAZEI.

Heepoaoeuneckuii cmamyc. B 1-ii rpynmne (3MIIIIM) y
9 (64,3%) mauMeHTOB OTMeUeHa MOBBIIIICHHASI CTeNIeHb CTUTMa-
tu3amuu. Y 6 (42,9%) maimeHToB ObLIa BhISIBJIEHa MUKpolieda-
qus. Y Beex 14 ngeteit oTMevyanuch pa3HOOOpa3Hble HApYUICHUS
B HEBPOJIOTUYECKOM cTaTyce. TsoKernble ABUTaTeIbHbIe HapyIe-
HUS ¢ POPMUPOBAHKMEM TeTparnape3oB chOPMUPOBATIUCH Y BCEX
neteit ¢ 3MIIIIM. HeBponoruyeckue HapyieHUs] ObUIM BbIpa-
JKEHBI Y>K€ C MOMEHTA POXIEHUsI TMOO pa3BUBAIUCh MIPU MOSIB-
JIEHUM TIPUCTYIIOB M OBbUTM CKJIOHHBI K HEYKJIIOHHOMY TTPOrpec-
cuposanuto. s Beex nereit ¢ 3MITITM xapakTepHa BbIpaXeH-
Hasl 3aepkKa, BIUIOTh JO TIOJTHOW OCTAaHOBKM MOTOPHOTO U
TICUXMYECKOTO Pa3BUTHSI.

Bo 2-it rpynnie (CMBO) y Bcex 24 nereit oTMevaauch
HapyllIeHUs TICUXOMOTOPHOTO U PEYEBOTr0 Pa3BUTHUSI, HO Y OJI-
HOro pebeHKa — B He3HAYUTEJbHOU cTereHu. BakHo oTMe-
TUTbH, YTO y OOJIBIIMHCTBA JeTeil 3amepkKKa IMICUXOMOTOPHOTO
pa3BUTHS OTMeYasiach IOcje Ae0ioTa SMIIENTUYEeCKUX TPU-

Puc. 1. boavnoit H.K., 4,5 mec. SMIIIIM. Dnusenmughopmunas myavmupecuonapnas
AKMUBHOCMb, UCXOOAUWAS U3 PAAUMHBIX OMOEN08 20108HO20 M032a HE3ABUCUMO 8 CIPYK-
mype pecuoHapHO20 3aMe0ACHUS. C NPEUMYULCCIEEHHBIM 808AeHEHUEM 3A0HUX OMOAeA08
noayuapuii Mo3ea (3amuli04HO-3a0HEBUCOUHbIe OMOeNbl, HaAWe CAe6d, 1e6as UCOYHAS
obnacms, npasas u 1e6as 3a0HeN00HO-UeHmpatbHas 004acmy, UeHMPAIbHO-MEMeHHble
omdensvt) ¢ mendenyuell kK Oup@y3HoOMY pacnpocmparHeHur Uau aibmepHayu

ctyrnoB. O6paiaer Ha ce6s1 BHUMaHUE BBICOKUI TOPOT CTUT-
MaTU3allvu, BbIsIBIsIeMbI Y 7 (29,16%) neteit, a TakkKe TsKe-
Jible IBUTATeNIbHbIE HAPYIIEHUS Y 3HAYUTEIbHOIO YyKciia 601b-
HbIX — 23 (95,8%).

Daexkmposnueanroepaguueckas Xapakmepucmuka.
B 1-it rpynne (3MIIIIM) tunuyHbiM gBasiiock n1uddy3Hoe
3aMme/jieHue OCHOBHOM akTuBHOCTU (hoHa B 100% ciyuaes.
Ha nHauanpHBIX cTagusx 3a0ojieBaHUSI B UHTEPUKTAIBHON 3a-
MUCU OTMEYaINCh PETHMOHapHble WIM MYJIbTUPETHOHAPHBIE
snujaenTuGopMHbIe pa3psabl ¢ (GOPMUPOBAHUEM B UTOTre
MaTTepHa MHOXKECTBEHHBIX He3aBUCHUMBIX (DOKYCOB CITaiKOB.

Bbimy BEISIBIICHBI ClIeAyIONIMe BApUAHTHI MKTAIBHBIX TTaT-
TepHOB y OonbHbIX 3MIIIIM: «muinoobpa3Hasi» aKTUBHOCTh
anbda- W TeTa-AMarna3oHa, a Takke ObICTpbie mpoberu «lafa»
SIBJISLIMCH OOJIMTaTHBIMM MKTaJIbHbIMU DD '-marTepHaMu U OT-
Meyvaauch y Beex (100%) nanuentoB ¢ 3SMITIIM; npoGeru Gbl-
CTPBIX PETYJISIPHBIX CMalK-BOJTHOBBIX KOMITIEKCOB (>4 [11) nme-
ek y 10 (71,42%) nmaimeHToB, TPOOETH MEIIEHHBIX PEryJsip-
HBIX ITMK-BOJHOBBIX KoMmiuiekcoB (<3 Ii) — y 6 (42,85%),
a TaKkke oTMevanuch A dy3Hble TONNUCTalK-BOTHOBBIE pa3psi-
el —y 8 (57,14%) nauuentos ¢ 3MIIIIM (puc. 1).

Bo 2-it rpynne (CMBO) o6auratHeiMu DDI-nipu3Haka-
mu (100%) 6bIT0 HaTMYME Y TIAIIMEHTOB He MeHee TpeX He3aBH-
CUMBIX (POKYCOB, C HAIMYMEM He MeHee YeM OJTHOTO oJara B Ka-
Xmoi u3 remucdep (puc. 2) 1 maTTepHbl TOHUYECKUX CITa3MOB B
BUJE TeHEepaAIM30BaHHBIX U AU Y3HBIX MPoOexkeK ObICTPOit
anuaenTU(GOpPMHOIT akTUBHOCTH «lafa» Ha ¢hoHe M3MeHeH Mt Oa-
30BOI 2JIEKTPUUYECKON aKTUBHOCTU MO3Ta Pa3iW4HON CTeNeHU
BBIPaKEHHOCTH.

B xauectBe ukTanbHbIx DD -NIaTTEpHOB OTMEYaIuCh NaT-
TEPHBI MUOKJIIOHUIECKUX TIPUCTYIIOB — TeHEPaTM30BaHHBIE U
nuddy3HbIe MOINCITaK-BOJIHOBBIE pa3psasl y 9 (37,5%) naiu-
€HTOB U (poKaNbHbBIX TPUCTYNOB — Y 8 (33,3%) B BuIe peruoHap-
HO-aKIIEHTYMPOBaHHBIX MpooOeros «lafa», cmaiikoB, OCTpPBIX
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OB M y4YalllcHNEeM WMKTaJTbHBIX SIBICHUI
A JIO STUJIETITUIECKOTO CcTaTyca.
Mt Bbun ycTaHOBNIEH OMWMH HETUITMY-
Peanpin AN HBIM clydyaii MUKCT-(OPMBI, UMEIOLLIEH
AN A YepThl paHHEN MUOKJIOHUYECKON dHIIE-
RS N danonatuu u 3MIIIIM, a Takxe ¢ XOH-
WITTI e NIPOANCIUIA3Nel M CUHIPOMOM MHOXe-
ENEEY CTBEHHBIX TTOPOKOB Pa3BUTHSI.
L ookl B mporecce kaTaMHECTUYECKOTO
HaOMoAeHUsT ObIJIO 3aperMCTPUPOBAHO
Mo/ TPpU CMepTeNIbHBIX ciaydast (Ha 14 mamu-
Ml ekt ¥ €HTOB) B CBSI3U C CEPAECYHO-COCYINCTOM
NI HEIOCTATOYHOCTBIO U MIPUCOCTNHEHUEM
e A S WHTEPKYppeHTHOU MHMeKImu. Makcu-
P L MaJIbHBIM Bo3pacT narueHnTta ¢ 3SMITTIM
A | A cocTasJiseT 7,5 roza.
e e Bo 2-it rpynne (CMBO) Ttakxe
PRI ObL1a OTMeueHa (apMaKOpe3UCTEHT-
_,{ HOCTh MPAKTUYCCKU KO BCEM TTPOTUBO-
ﬁ » SMUJICNITUICCKUM TIperiapaTaM.

Puc. 2. boavuas P.M., 5 mec. CMBO. [lammepn MISF (Heckoavko He3asucumbix o4azos
DE2UOHAPHOU dNUNCNMUPOPMHOI AKMUBHOCMU, UCXOOAULUX U3 HECKOALKUX 0MOen06 000-
ux noayuiapuii) u nammepH <«lafa» (npobeeu 6b.cmpoil HUKOAMNAUMYOHOU INUsenmu-
gopmnoti axkmuenocmu «low amplitude fast activity», ¢ aKyeHmom 6 100HO-UEeHMPANbHBIX
omoenax noaywapuil, Ha oHe CHUICeHUs amnaumydsl OUOINEKMPUHECKOU AKMUBHOCMU —

«electro-decrement event»)

BOJIH U ITMJI000pa3HbIX ajib(a- 1 TeTa-1pooderos. CyrpeccuBHO-
B3PBIBHOM MAaTTePH OBUT BBISIBIEH Y 6 (25%) MallueHTOB.

Jleuenue u 360arouyus. B 1-ii rpynne (3MITITM) moHoTepa-
IKs He OKa3bIBaJla CYIIECTBEHHOro adgdekTa Ha TeyeHue 3a00-
neBaHus y Bcex nauueHtoB ¢ SMIIIIM (100%). ITpumeHeHue
BaJbIpoaToB, 0apOMTYpaToB, ATOCYKCUMMAA, TMAAHTOUHOB,
Kapbama3senuHa, 1aMOTPpUIKMHA y OOJIbIIMHCTBA AeTel He OKa-
3pIBaJIO 3HaUMMoOro addexra. Hanbonee 3¢hheKTUBHBIMU OKa-
3aJIMCh OEH30IMa3eTMHOBEIC TIPOU3BOIHEIC, HO MX TIPUMEHEHNE
COTPOBOXIAIOCH TTOOOUHBIMU A(hdekTamMmu B Buje Oyan0apHO-
1ceBaO0YIbOAPHBIX PACCTPOMCTB Y BCeX IMAalMEHTOB. B omHOM
cjIydae Ipu MPUMEHEHUH TOoIMpaMara ObLI0 JOCTUTHYTO CTOM-
KO€ CHIXKEHME 4aCTOThI MPUCTYIOB Oosiee ueM Ha 50%. JlamoT-
PWIKUH B COYETAHWM C BajblipoaTaMHM M JIeBETHpAlleTaAMOM
OKa3aJl MOJIOKUTENIBbHBIN 3(deKT y ogHoro pedenka (7,14%).

IIpuMeHeHNEe BBICOKUX 003 BUTaMuHa Bs B 2 (14,28%)
cly4asix ObUIO YMEPEHHO ITO3UTUBHBIM, HEe3(h(HEKTUBHLIM B
onHoM (7,14%) v puBeIo K yyalleHUIo MPUCTYTOB B IPYTroM
cayyvae (7,14%).

TopMoHanmbHasT Tepanusi BbhI3bIBaJIa YMEPEHHBI BpeMeH-
HBII TTOIOKUTETBHBIN 3(PpdekT B 8 (57,14%) cnydasx, Obuia ab-
comoTHO HeahdexkTrBHOM B 4 (28,57%) ciayuyasix U ObLIa acco-
LIMMPOBaHa C yJyallleHreM IIPUCTYIIOB B oqHOM ciy4ae (7,14%).

Hu onHoro manuenTta ¢ 3MITIIM He ynaaoch MOJHOCTBIO
130aBUTh OT SIMUJICITUYECKUX MPUCTYoB. B 6 (42,85%) ciyya-
sax 3MIITIM anTusnuienTuyeckas Tepanus oblaa MOJHOCTbIO
Heah(PEKTUBHOM, CHIKEHUE TIPUCTYIIOB O0osiee yeM Ha 50% oT-
Meuanoch y 6 (42,85%) nauuentos, u'y 2 (14,28%) naineHToB
OTMEUYEHO CHIXeHUE Oostee ueM Ha 75%.

B GonpmuHcTBe ciyyaeB (n=9; 64,28%) Habmomanach
aposonust u3 CMBO, a B 5 (35,71%) ciaydasx u3Ha4aJbHO OT-
Mevanuch GhoKaabHbIe (DOPMBI AMUJICTICUH C TIPUCOSAMHEHUEM
JOTIOJTHUTEJIbHBIX 09aroB, TOSIBJIEHMEM HOBBIX THIIOB MPUCTY-

44

Jna maHHOI ¢opMbl 3abosieBa-
HUs HauOosee 3(PPEeKTUBHBIMU KOM-
OMHALMSIMU TPOTUBOIMMIEITUYECKUX
MperapaToB OKa3aJluCh: BaJlbIIpoaT +
6eHzonuasenud (n=6; 25%), BaibIpo-
at + Gapourypat (n=6; 25%), BaJabIIpO-
ar + osrocykcumun (n=2; 8,33%),
BaJIbIIpoaT + KOPTUKOCTEPOUAbI (N=2;
8,33%), Banbrpoar + kapbamasenuH (n=2; 8,33%), BajabIipoat
+ nmamoTpukuH (n=2; 8,33%).

B mpoiiecce kaTaMHECTUIECKOTO UCCIIEIOBAHMS ObITa BbI-
siBTieHa TpaHcdopMmairs HopM SMUIETTUYECKUX dHIledanomna-
Tuit: u3 cunapoma Oraxapa —y 6 (25%) naumeHToB, U3 CUHIPO-
Ma Becta —y 9 (37,5%) nauueHTOB.

MakcuMasibHbII BO3pacT HabII0IaeMbIX IeTeil B TaHHOI
rpymre B rpolecce KaTaMHe3a COCTaBUI 9 JIeT.

Anroput™m auddepeHIIMaTbHON TUATHOCTUKU U JICYEHUS
3MIIIIM u CMBO nipuBezeH B Tabau1Ie.

Oo6cyxnaenue. Takum oopazom, 3SMIITIM sBasitoTCS TpETh-
UM TUIIOM MJIaJIcCHUYECKOM SMUJIECNTUYECKOM 3HIedalonaTuu,
Hapsily ¢ paHHUMM HIehaTonaTUsIMU C CYITPECCUBHO-B3PbIB-
HBIM MaTTePHOM (CUHAPOMBI AiiKkapau u Otaxapa) U CHHIPOMOM
Becra, mpu KoTOpOM KOpa TOJIOBHOTO MO3Ta 00Jiee CKIIOHHA K Te-
Hepalyy 3MWIENITUYECKOTO BO30YXIeHUSI, MUTPUPYIOIIETO OT
OITHOI 00JIaCTU KOPBI K APYroii, 6e3 4eTKOil MeXpernoHapHOM
opraHuzauuu. /laHHoe cocTosiHue OOYCIOBJIEHO BO3PACTHBIMU
0COOEHHOCTSIMU MJIaJICHIECKOTO MO3Ta C TMIepPBO30YIMMOCThIO
KOPBI Ha OTPeeSIEHHOM 3BOTIOIIMOHHOM 3Tarre.

CMBO sBnsercst omHOM 13 HOPM SMIIIENTUIECKUX SHITEe-
(amonatuii ¢ geGOTOM B MIaneHYECKOM W PaHHEM IETCKOM
BO3pacTe, HEPEAKO C TPAH3UTOPHOMU KIMHUKO-DDI'-KapTUHOM
cunapomoB Oraxapa, Becra n Jlennokca—Tlacto. ®akrnuecku
umeHHo CMBO, a He cunapom JlenHokca—IacTo, Kak cuuTa-
JIOCh paHblIle, TIPEACTaBIsIeT cO00i KOHEUHYIO (hOopMy IBOJIIO-
LIUY STMWIETITUIECKOM 2HIedaTonaTuy Mpu COXpaHeHUN KITU-
HUYECKUX TpUCTyroB. [IpuumHOi sBIsIOTCS Hecmenuduye-
CKUe Tpe- U MepuHaTajibHble (PaKTOpbl MOpakKeHUs TOJIOBHOTO
MO3ra IJ10[1a U HOBOPOXJIEHHOTO. B CTpyKTYype mpucTynos Beny-
ast pojib MPUHAIJIEKNUT TOHMYECKUM CIla3MaM, a TaKKe MOTYT
OTMEYaThCsI MUOKJIIOHWYECKWEe, aTOHMYECKUE TPUCTYIIbI, aTh-
MUYHBIe abcaHChl U (oKambHbIe MPUCTYNBL. Y neteit ¢ CMBO
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Anecopumm duppepenyuanrvuoit duaenocmuku u sevenus SMIIIIM u CMbO

CuHIpOM /mpu3HAK

DTHONIOTUS

Bospacr nedrota
IMpucryn gedrorta

OO6MraTHbIN
THII TPUCTYIIOB

Hawu6onee yactoie
TUTIBI TIPUCTYIIOB

JlaHHbIe
HEMPOBU3YaTN3aLINN

Tunuunelii DB -naTrepH

DddexTrBHbIE
KOMOMHAIIMK [TPenapaToB

DBoJIOLUS

SMIIIM

KpunroreHHble ciiydan, THITIOKCUYECKU-UIIIEMITYE-
ckoe nopaxenue LITHC, pexxe — mMopoku pa3BUTUS

Ilo 6 mec
PaszinuHble THIIBI, Yalie (HOKaTbHBIE MAJIbIe MOTOPHBIE

BNUIENTUYECKUI CTATyC MUTPUPYIOIINX (DOKATBHBIX
TIPUCTYIIOB

®DokanbHbIE aIBEPCUBHBIC, O TaTbMu4eckue, da-
PUHTO-0OpaJIbHbIE, TOHUYECKHE CITa3Mbl

Hecneuuduueckue, nporpeccupoBaHue arpoduyue-
CKHX U3MEHEHUII [0 Mepe Pa3BUTHsI 3a00JIeBaHUS

TMponomkeHHbIe UKTaTbHBIe DD -MaTTepHbI, UCXOISI-
I1e U3 Pa3HbIX 00JIACTEN, MUTPUPYIOIIErO XapakTepa

KpaitHss (hapMakope3aucTeHTHOCTb, KOMOMHALIMS
BaJIBIIPOATOB, OEH30/IMA3CIIMHOB U 6apOUTYPATOB

Heb6naronpusiTHbI BApUAHT 3BOJIOLIMN CUMIITOMA-
TUYECKUX (DOKATBHBIX U MYJIBTU(DOKAIBHBIX (HOPM
(SE-MISF)

CMBO

BapuaGesibHa, IPENMYIIECTBEHHO CUMITTOMATHYECKIE
cllydyau rpe- v MepuHaTalbHbIX (haKTOPOB

Bapua6eseH, yaiie 10 3 et

PaznuuHble TUITBI, Yallle TOHUYECKUE CITa3Mbl
ToHunveckue cria3mbl

ToHuveckue crna3mbl, MUOKJIIOHUYECKHUE, (POKATbHBIE
a/lBepCUBHbIE, O(TaTbMUYECKUE

Hecneuuduueckue, BaprabdeibHble

MISF (MHOXeCTBEHHbIE HE3aBUCUMBbIE (DOKYCHI CTIAlIKOB
U CITaiiK-BOJIHOBBIX Pa3psiiOB)
DapmMakope3rCTEeHTHOCTh, KOMOWHALIMSI BAJILIIPOATOB,
3TOCYKCHMU/IA, OEH301Ma3eMMHOB, 0apOUTYPATOB, JIeBe-

TUpaleTramMa, 30Hu3aMuaa, rMiftoKOKOPTUKOUIOB

Koneunas cbopMa SBOJIIOLU SMUIICTITUICCKUX aHue(ba-
JlonaTuii MJIaJIeHYeCKOro 1 PAHHETO AETCKOIro BO3pacra

OTMeYaeTcsl BhIpaKeHHas 3a7epkKa IMCUXUIECKOro, a IIpyu paH-
HeM 1e0loTe — U MOTOpHOro pa3Butusi. Dopma xapakTepusyeT-
Csl BBIpD&KEHHOUN (DapMaKOpe3UCTEeHTHOCTbIO, XOTS B €AMHUY-
HBIX CJTy9asiX BO3MOXKHBI GJIarONPUSITHBIC UCXOJIBI.

Tepanust anuenTUYecKUX dHIehATONaTU PAaHHETO JeT-
CKOTO BO3pacTa TpeOyeT 0Co00ro Moaxoaa, OTAUYAIOLIErocs OT
TaKTUKU BEeIEHUS IallMEHTOB C pa3IWYHbIMU (popMamu ¢ho-
KaJIbHBIX 3MUJencuii 0osiee cTapluero Bo3pacTta M B3pOCIbIX,
MO3TOMY TaK BaxKHO 0oJjiee TIIATEIbHO U3YUYUTh MMaTOreHe3 AaH-
HBIX TSDKEJIBIX (hOpM SMUJICTICM U Pa3paboTaTh TAKTUKY Bee-
HUST TaKUX JeTeld, YT00BI MUHUMU3UPOBATH PUCKU JIETAIIBHOTO
HMCXO0Ja M TIOBBICUTh KaUeCTBO XXU3HU JIETC M UX POAUTEIICH.

BoiBoabl

1. B crpykrype 3THONOrMYecKuX (pakTopoB y OeTeil C
CMBO npeobaagaioT cumnroMaTuyeckue (GhopMbl 3aboJieBa-
HUSI, TIPEUMYIIIECTBEHHO OOYCJIOBJIEHHbBIE TIEPUHATATIBHBIM TH-
TTOKCUYECKU-UIIEMUISCKIM TTOPakeHNEM TOJIOBHOTO MO3Ta, a
TakKe HaCJICACTBEHHBIMU 3aboyieBaHUSIMU ((paKomaTo3bl, Ha-
ClIeICTBeHHbIE 00JIe3HU oOMeHa). Dtuonoruss 3MIITIM o6y-
CJIOBJIEHA MOCJIEACTBUSIMU TieprHaTaabHOro rnopaxkenus LIHC u
KPUINTOreHHbIMU (hopMaMu. Takum oOpa3oM, MPUUMHbBI Pa3BU-
TUS JTaHHBIX CHHIPOMOB BeChbMa Pa3IMIHbI U HECTTeIIM(DUIHBI.

2. JInst MaHHBIX CUHIPOMOB XapaKTepPHBI Pa3HOOOpa3HbIe
W3MEHEHUSI B HEBPOJIOTMUECKOM CTaTyce, IMPeUuMYIIEeCTBEHHO
TSDKEIbIe — B BUJIE TeTparapesa, a Takke OyJb0apHBIX U TICEB-
JIOOYILOAPHBIX PACCTPOMCTB. Y BCeX AeTeil OTMEUalOTCsl BbIpa-
JKEHHas 3aJiep>KKa MCUMXOMOTOPHOIO U MpeapeyeBOoro pa3BUTUs
W TIOBBIIIIEHHBIN TTOPOT CTUTMATU3aIlH.

3. Xapakrep nipuctynos npu 3MIITIM npencrasasier co-
0011 MUTPUPYIOIINI CTaTyCc (POKAJbHBIX MPUCTYIOB. B rpymiie
CMBO o6auraTHBIM MPU3HAKOM SIBJISIIOTCSI TeHEpaIn30BaHHbBIC
MPUCTYIBl B BUAC TOHWYECKUX CMA3MOB U MUOKJIOHUYECKMX
NpUCTYNOB. XapakTepHa BbICOKAasi 4YacTOTa IMPUCTYIIOB C Pa3Bu-

THEM MWTPUPYIOIIETO MYIbTU(OKATBHOTO SMUIENTUYECKOTO
cTaTyca BO BCEX CIyyasix.

4. Ha B3Iy nereii ¢ 3SMITITM oTrMeuaroTcst TpoIOIKeH-
HbIe CTaTyCHbIe (POKaIIbHBIE MKTAJIbHbBIE MATTePHBI MUTPUPYIO-
mero xapakrepa. B Havasie 3a0osieBaHUS TTPEOOIaalOT PEruo-
HapHbIe U3MEHEeHUsT, KOTOPhIe CO BpeMeHeM TpaHC(HOPMUPYIOT-
Csl B TIATTEPH MHOXECTBEHHBIX HE3aBUCHUMBIX (DOKYCOB Craii-
koB. B rpynne geteit c CMBO obauratHbiMu D3 -nipu3Hakamu
OblIM Hanuuue y mauueHToB natrepHa MISF (He MeHee Tpex
He3aBUCUMBIX (DOKYCOB, C HAIMIMEM HEe MEHee YeM OTHOTO Ova-
ra B KaXIoi u3 remMucdep) 1 maTTepHbl TOHMYECKNX CITa3MOB B
BUJIE T€HEPaJIU30BaHHbIX U AU(DGY3HBIX MPOOEXKEeK ObICTPOi
aMMIeNnTU(OOPMHOM aKTUBHOCTH «lafax.

5. KomriekcHoe KIMHUKO-D D -Helipopaanoornyeckoe
obcrenoBaHue NeTeil ¢ BblAeIeHUEM AE0I0THBIX, KITMHUYECKUX,
HEeUpOoBU3YATU3ALMOHHBIX U DDI-npu3HaKoB oOecreyrnBaeT
paHHIO0 1 (P HEKTUBHYIO AIMATHOCTUKY (OPM SITMIIETITUIECKUX
sHuedanonaruii. Buneo-B93I-MoHUTOpUHT — Hamboyiee WH-
(bopmatuBHbIii MeTOn UM depeHIIMaTbHON TMAaTHOCTUKY DI -
JIeNITUYeCKUX sHUedaTonaTuit MIaJeHYeCKOro U paHHero AeT-
CKOTO BO3pacrTa.

6. CMBO u 3MTITIM xapakTepu30Baiiuch hapMakopesu-
CcTeHTHOCThI0. MoHotepanusi He 3dbdextuBHa. [Ipy CMBO
Haubojee 3(GeKTUBHA KOMOMHAIIMS BaJbIIPOATOB C 0apOUTY-
paTamu, a Takke ¢ 6eH30IMa3eMMHOBBIMU TIperapaTamMu.

7.Y 6onbimHceTBa Aeteit B rpyne 3MITIIM 3aboneBaHue
SBOJIIOLIMOHUPOBANO U3 (okalbHbIX GopM snuiencuu. [Ipu
CMBO y yactu neteil He ObLJIO OTMEUEHO TpaHchOpMalUU B
IpyTyio hopMy SMUJIETICUU, a CAMBIM YacTBIM SIBJICHUEM ObLia
TpaHcdopmanys u3 cuapoma Becra m Oraxapa. CMBO sBis-
€TCs1 KOHEYHOM (popMOIi 3BOJIIOIIMN OOJBIIMHCTBA (DOPM BITH-
JIeNTUYeCKuX sHUedaTonaTuit MIaJeHYeCKOro U paHHero AeT-
CKOTO BO3pacrTa.
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HccnenoBaHue He nMeo CHOHCOpCKOfI TIOIICPXKKHU. ABTOp])I HECYT IMOJIHYIO OTBETCTBEHHOCTD 3a INPEAOCTAaBJICHUE OKOHYATEIb-
HOM BEPCUM PYKOIIMCHU B IT€YaAThb. Bce aBTOPLI IPpUHUMAJIN y4aCTUeC B pa3pa60TKe KOHLECTIIMWU CTaTb U HAITMCaHUU PYKOITUCH. OKOH-
yaT€JbHasd BEPCUA PYKOIIMCHU ObL1a o;106peHa BCEMU aBTOpaMMU.
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