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OCO06EeHHOCTU KJIMHUYECKOro TeYEeHUs CUMNTOMaTU4Yeckomn chokanbHOM
anunencuuv y getem c remmnapetnyeckou cpopmon AU

B. M. Tpenmneu, /1. . XayatpsH, O. B. BrikoBa

PacnpocTtpaHeHHOCTb LepebpanbHOro napannya B MMpe COCTaBNSEeT, NO AaHHbIM Pa3nnyHbIX aBTopos, oT 1,5 0o 3,9 Ha
1000 HoBOpOX AeHHbIX. B nocnenHue 20 neT akylwepckas noMolb akTMBHO UCMONb3yeT BBEAeHMe CynbdaTta MarHus
POXEeHMLaM Kak HeponpoTekTopa B OTHOLWEHUN PasBUTUS TSXENbIX opM LiepebpanbHOro napannya, ToTanbHyo
rMNOTEPMUIO HOBOPOXX AEHHOr0 NPy acduKCUmM B poaax ANs yMeHbLWeHUs BbiPpaXkeHHOCTN NOBPEXAEHUA roIOBHOro Mo3ra.
AHTeHaTanbHoe NPYMEHEHNE KypCoB CTEPOUAOB (AeKkcaMeTasoHa), KecapeBo CeYEHNE Y NPEIKNAMIMCUS CHUXAIOT PUCK
BHYTPUXENYA0YKOBbIX KPOBOUINNSAHUIA.

Linpokoe ncnonb3oBaHne COBPEMEHHbIX METOLOB ANArHOCTUKM (Bblcokopaspewatowen MPT u monekynapHo-
reHeTU4ecknx UccnenoBaHnit) NOATBEPXAAET NOANSTMONOMMYHOCTD JaHHOro 3abonesaHus. Ha cerogHsaWHWR neHb
LepebpanbHble Napesbl PaccMaTPUBAIOTCS Kak FeTePOreHHbIE, HEMPOrpPeCccHpyoLWne NOPaXeEHNs FOI0BHOMO MO3ra,
BO3HMKalOWMe B NpeHaTanbHOM, NepuHaTanbHOM U paHHEM NocTHaTanbHOM (80 20 AHel XU3HKW) nepuogax, B
60NbLWMHCTBE CNyYyaeB NPMBOASLLME K MHBANUAN3aUnm pebeHka.

K OCHOBHbIM (hakTopam pucka pasBnTus LLEHTPanbHOro remunapesa y AOHOWEHHbIX AETEN OTHOCATCS acpPuKcmsa B poaax,
XpOHMYeckasi BHyTpUyTpobHasi rmnokcusi, BHyTpMyTPoBbHOE MHPMLIMPOBaHME, NPE3KNAMMCUs, OXUPEHNE MaTepu,
NpMMeHeHe BCNoOMoraTtesbHbIX CPEACTB poaopaspeweHuns. Y HeJOHOWEHHbIX feTel cpeamn pakTopoB pucka Hambonee
XapakKTepHbl HU3KWUIA recTaUMOHHBI BO3PAacT, HU3Kas Macca Tena, XopuoaMHUOHNUT, MHOoronnoaHasi 6epeMeHHOCTb, OLeHKa
no wkane Anrap < 5 6annos, neduunT cypdakTaHTa, HapyleHne MeTabonnama 1 CHUXEHNE napumanbHOro AaBNeHus!
COo, pecnmpaTopHbI AUCTPECC-CUHAPOM 1 BbICOKOYACTOTHAA BEHTUAAUMS nerkux [30].

B cBSi3u ¢ yny4yweHMem noMoLm HeJOHOLWEHHbIM OETSM U JOCTUXEHUSIMU MO BbIXaXXUBAHUIO INyBOKO HEIOHOWEHHbIX OeTel
C HM3KOW 1 3KCTpeMasibHO HU3KOW Maccol Tena (06blYHO C Bblpa>kK eHHbIMW NPOSIBNEHUSIMU BHYTPUXXENY L04YKOBOrO
kposousnuaHus (BXK) n nepuseHTtpukynsapHon nenkomanauum (MBJ1)) oTMevaeTca pocT ymcna HeAOHOWEHHbIX AeTel ¢
LieHTpanbHbIM Nape3oM fo 50% oT Bcex cnyyaes 3aboneBaHus. 3a nocneaHue [ecsatb NeT yBENNYNI0Ch KONMYECTBO
reMunneruii 3a cyeT Bonblielt pacnpocTpPaHEHHOCTU 0OHOCTOPOHHMX BXXK 2—3 cTeneHn n acumMmeTpuyHbix MNBJT u
CHUXEHWS yucna aunneruin y HeJoHOWEHHbIX AeTel, YTO OTIMYaeTCs OT paHee NPUHATbLIX NPeacTaBNeHnn 0 npuopuTeTe
[BYCTOPOHHEro nopaxeHus mosra [33].

Bbicokas KoMopbuaHOCTL LiepebpanbHbIX Napes3oB W aNuencum NoTeHLManbHO BIMSIET Ha (POPMUPOBAHNE KOTHUTUBHBIX U
IBUraTenbHbiX OYHKLMA pebeHka, AnMTenbHoe NepcMcTUpPoBaH1e NPUCTYNoB W/WAN aNUnenTUugOPMHO akTMBHOCTM
BbICOKOrO MHAEKCA MOXET YCUNMBaTh ABUraTesnbHble, peYeBble, MCUXUYECKUE U UHTENNEKTYaNbHbIE HAPYLEeHUS.
CoyeTaHue anunencun 1 geTckoro uepebpansHoro napanuya (ALIMN) BegeT K yTsaxeneHuo anMnenTnyeckoro npotecca,
yacTo obycnaBnuBasi Pe3MCTEHTHOCTb NMPUCTYMOB K Tepanuu.

CTpyKTYypHble cpoKanbHbIe annnencum SBRAOTCS Hanbonee YacTbiMM hopMamm anunencum y neteii ¢ uepebpanbHbiM
napesom (60-67%), npeobnapas npv cnacTn4eckux choopmax 3abonesaHns 1 cocTasnss 601ee NONOBUHBI BCEX CNyYaeB
60ne3HM (N0 AaHHbIM OTAENbHbLIX aBTOPOB focTuras 82—92%), KOppeNUPYs C BbIPaXXEHHOCTbIO ABUrATENbHbBIX HAPYLIEHWI
[3]. HecmoTps Ha TO, 4TO CyWECTBYET MHOIO KlaccMauKaumii LEHTpanbHOro napanvya, Mano u3dyyeHbl 0CO6eHHOCTH
BJIMSAHNS €ro 3TUONOrMYECKUX MapKepoB Ha CEMUONOTMIO U 3NEKTPOGU3NOIOrMYeCcKMe NPosBIEHNS COMyTCTBYIOWNX OOPM
anunencun, onpeaeneHne NOAX0A0B K NEYEHMIO U NPOrHO3a aNMNenTUYECKUX CUHAPOMOB 1 peabunutaummn nete c
pas3nuyHbIMK hopMamn OBUraTesibHblX HAPYyLWeHNiA.

Mo faHHbIM Hay4YHbIX UCCNenOoBaHWA feTel ¢ reMmnapeTnyeckoin qoopMoii LepebpanbHOro napanuya u anunencuei,
nepuHaTanbHblil hakTop pucka pasBUTKS SNMNEenTUYECKUX NPUCTYNOB cocTaBnseT bonee 85% [3, 5], BbIABNEHO
npeobnafaHne NeBOCTOPOHHEro reMunapesa y HeoHOWeHHbIX (56,6%) 1 NPaBOCTOPOHHErO Y AOHOWEHHbIX AeTel (73,2%)
[7]. Y BeTei c NeBOCTOPOHHUM reMnnape3oM 0TMeYeHO Bonee TSXEN0e TeYeHe MUNENCUN C YaCcTbiM NPOSIBNEHNEM
BbIPa>XXEHHOWM permoHanbHoOW aNnnenTUGOPMHOI akTUBHOCTMW Ha anekTposHuedanorpadum (930). MNpn oTcyTCTBUM
3aNUNENTUYECKUX NPUCTYNOB aNNNenTuopMHas akTMBHOCTb Ha D3I 3apeructpuposaHa y 21,3% neteii ¢ remmnapesamu
[4].

LebioTbl 3NMNEnTUYECKUX NPUCTYNOB B PAHHEM LETCKOM BO3PACTE Ha (POHE CHUXEHNS KOFHUTUBHbIX (OYHKLLNIA
onpeneneHbl kak HebnaronpusaTHbIe NPEANKTOPbI Pa3BUTUS PE3UCTEHTHON SNUNENCAN U ANUNENTNYECKONM
SHUedanonaTum, 0TCYyTCTBNE KOPTUKANbHOrO TUMa NopaxeHus Moara rno faHHeiM MPT sensietcs 6onee 6naronpusTHbIM
(hakTOPOM TeyeHUus anunencun y netei ¢ remmnapeTtmnyeckomn cpopmowt LM [7].

Hambonee pacnpocTpaHeHHas, remunapeTnyeckas popma LepebpanbHOro napanmya xapakTepuayeTcs 3Ha4UTe bHOMN
reTeporeHHOCTbIO 3TMOMOrMYECKMX (DAKTOPOB, YacTO COMPOBOXAAETCS ANUNENTUYECKUMM NpUcTynamu n TpebyeT He
TO/bKO 3IPEKTUBHON aHTUBMMUNENTUYECKON TEpanu, HO N CBOEBPEMEHHOMO NMPOBEAEHUS NHTEHCUBHbIX



peabunnTaumoHHbIX MEPOMNPUSITUIA, 06ecrneymBatomx MakcManbHO 6naronpusiTHbI NPOrHO3 BOCCTAHOBIEHMSI MOTOPHBbIX
PYHKLMIA 1 fanbHenwyo coumanusauuto pebeHka.

AHanua KNMHUYeCKol KapTuHbl 3aboneBarusi, peaynbtatos MPT n 93IT, onpeaeneHne BAUSIHWUS NONMMOPU3Ma reHoB
romMeocTasa 1 CTPYKTYPHbIX FreHOB COeAUHUTENbHON TKaHW NO3BONSKOT YTOYHUTb STUOMOTMIO U ONPeaenunTb TAXeCTb
TEYEHUS reMUnapeTUyYecknx ¢oopm LepebpanbHoro napanuya, OLEHNTb BEPOSTHOCTb NPUCOELNHEHUS MPUCTYOB,
XapakTep Ux TeY4eHWs 1 NPOrHo3, onpeaenvTb BO3MOXHOCTU aHTuanunentuyeckon tepanum (AST) n nposeneHns
peabunutauun.

YunTbiBas BbICOKYIO HEPONNACTMYHOCTb MO3ra B NepBble [Ba roaa XusHu pebeHka, paHHee 1 KOMMNeKCHoe NpoBeaeHne
peabunutaumm no3BoNsieT MakCUMabHO YNy4YWnNTb ABUraTeNbHble BO3MOXHOCTY pebeHka, KOrHATUBHbIE U peYeBble
HaBblkW. Y OOHOLWEHHbIX AeTei uepebparbHble remunapesbl Hanbosiee YacTo acCoUMMpPOBaHbl ¢ anunencueli npu
apTepuvanbHbIX UWEMUYECKUX MHCYNIbTaXx, KNCTaX U KOPKOBbIX ManbopMaumsax, y HeLOHOWEHHbIX — MPU 0AHOCTOPOHHKX
BHYTPUXENYA0YKOBbIX FEMOpparmyeckmx NHCynbTax, NopaHuedannyecknx Knctax n acummeTpuyHon MNMBJ1[20, 31].

MHCynbThl UrpatoT BEAYILYIO PO/ib B BO3HUKHOBEHUN 3NUNENTMYECKUX NPUCTYNOB Y AeTel ¢ remunapesamu [20, 36]. B
nocnenHve rodbl CHU3UNOCh YACNIO KMCTO3HbIX TpaHCchopMaunii NepmMBEHTPUKYNSPHOMO BELWECTBa, NpeBanvpyoT
NepuBEHTPUKY NSPHbIE reMopparuyeckue nopaxeHus, 4actota KOTOopbIX Y HEJOHOWEHHbIX HOBOPOX AEHHbIX COCTaBnseT
0T 3% A0 11% npu cpoke rectaumm < 32 Hefenb 1 0T 5% A0 8% Yy rnyboko HeAOHOWEHHbIX AeTel C 3KCTPEManbHO H3KOM
maccon Ttena [17].

Mpu 3TOM NPONCXOOUT HapyLEHWE KPOBOCHAOXEHNS MESYNNSPHBIX BEH, BNajatowwmx B rnybokue BeHbl 6enoro BewecTsa,
YTO NpPelwWecTByeT OAHOCTOPOHHEMY BHYTPUXENYJOYKOBOMY KPOBOUSNUSHMIO U MOXET OblTb CBA3AHO C UWLEMMYECKUMI
N3MeHeHUsiMM 6eforo BELLECTBA, Bbi3biBasi aCUMMETPUYHYIO NMEPUBEHTPUKYNISIPHYIO nelikoMansiumnio. Mo faHHbIM
nnTepaTypbl, NEPUBEHTPUKYNSPHBIE Y BHYTPUXENYLOYKOBbIE KDOBOU3NNSHNS Y HOBOPOX AEHHbIX NMPONCXOAAT BCNEACTBME
BbICOKOI BACKYNAPM3aUMmN repMMHaTUBHOIO (3apoablleBoro) MaTpukca, Hanbonee ys3suMoro B nepron 24—32 Henenm
rectaumu [16, 30, 33].

BbisiBNneHbl reHeTu4eckne HapyweHnst u onpeaensioTcs «reHbl-kaHanaaTbl» y AeTel ¢ remmnapeTnyeckom qpopmon
uepebpanbHoro napanuya v anunencuein. Hambonee yacto onpepensitotcs Mytaumm gpaktopa V (Leiden), G20210A B reHe
npoTpombuHa, mytaumm C677T B reHe 5,10-meTuneHteTparnapodonatpenyktassl (MTHFR) n nonumopdpusm 4G/5G reHa
nHrnbutopa aktuaropa nnasmuHorexHa-1 (PAI/1).

Haunbonee yacTto y neteli ¢ nepuHatanbHeIMU apTepranbHBIMU UWEMWYECKUMIN MHCY b TaMW 1 BEHO3HbIMW TpoMBo3amu
onpenensioTca MyTaummn gpaktopa V (Leiden) B couetaHum ¢ MyTaumsiMm B reHe npotpombuHa unu MTHFR. MyTtauum B
reHe konnareHa 4-anba-1 nexar B 0OCHOBE ayTOCOMHO-OOMUHAHTHOM nopaHuedanuu | Tuna B coyeTaHnuu ¢
reMunapesoM 1 aNuNenTUYecKMMm NpucTynamu. Takxe npu remvnapesax BbiSBAsaeTcs NonmMopunam reHa
anonunpoTenHa E (ApoE), npu coyeTaHum ¢ anMnenTmyeckmmm NpUcTynamm yauwe onpeaensetcs HapylweHne annenu E4
[10, 19, 35].

LlepebpanbHble reMunapesbl, aCCOLMMPOBAHHbLIE C ANUNENCUEN, CBA3aHbl C MOBPEXAEHNEM KOPbI FO/IOBHOrO MO3ra,
noakopkoBoro 6enoro BewecTsa 1 rnybokoro ceporo BelecTsa. Y AOHOWEHHbIX AeTei cpean noBpeXaeHunii Kopsbl
rOSIOBHOr0 MO3ra BbICOKOW 3MMNenToreHHoCTbio 06nafatoT ookanbHble KOPKoBble aucnnasum (18%), BcTpedatotes u
bonee penkume KOPKOBbIE ManbpopMaLmm — WK3BHLEeManus, NM3sHuedanus, NoAMMMKPOrnpus, reMmMMeranosHueganms,
Naxurupusi, OCHOBHLIMI NMPUYMHAMM KOTOPLIX ABNSIOTCS BHYTpUyTpobHble TORCH-MHekumn (uMToMeranosumpyc, repnec,
TOKCOMNa3mo3 1 Ap.) 1 reHeTnyeckas npeapacnonoXeHHOCTb (MPeuMyILeCcTBEHHO CNIOHTaHHbIe MyTauun, NPUBoASWNE K
HapyLleHNsM CTPYKTYpPbl MPOTENHOB, YHACTBYIOWMX B TPAHCNOPTE aHTU3NUIENTUYECKUX NPpenaparos, NPUBOSAWMX K
PE3NCTEHTHOCTY ANMNENTUYECKNX MPUCTYMNOB NPY KOPKOBLIX Ancnnasusx) [8, 11].

dokanbHas Kopkosas avcnnasusa u gookanbHas NoIMMUKPOrMpus, 4acTo BCTPEeYascb Npu HEMPOPaAMNONOrnYecKmx
nccnenoBaHusX y neTew ¢ remunapesom u anunencuen (31%), SBnaTcs NPUYNHOR arpeccMBHOMO, PE3UCTEHTHOMO
TEeYeHWs aNMNEenTMYecKnxX NPUCTYNOB, HEPeaKko NPMBOLSA K PasBUTUIO aNUNenTnyeckon aHuedanonatum [12, 18, 27].
dokanbHas kopkosas aucnnasus 1B Tuna ¢ 6annoHHbIMK KneTkamu (TpaHCMaHTUAHAS KOPKOBas ANCNNA3ns) YacTo
BCTpeyaeTca y geTein ¢ remunneruamm [9, 13, 22].

Mpwu nposeageHun MPT B pexume FLAIR, T2 (y MnageHues — T1-, T2-pexunmbl) 06HapyXnBaeTCs, YTO CTPYKTypHas
naTonorms pacnpoCTpPaHSeTCs Yepes BClo LepebpanbHyo MaHTUIO OT KOPbl MEAMANBHO K CTEHKE BOKOBbIX XeNy04YKOB C
HapyLweHneM CNOMCTOCTM KOPbl U BbISBIEHNEM aHOMASIbHOMO TWMNa KNETOK C BK/IIOYEHUEM KPYMHbIX ANCINACTUYHbIX
HEeMpPOHOB, aTUMMUYHBIX FAMaNbHbIX U 6aNNOHHbIX KNEeTOK, KOTopble 06HapyXmBatoTCs B LepebpanbHoi kope 1
Huxenexalem 6enom BELLECTBE C YacTbIM PacnpoCTpaHeHEM A0 CTeHKM BOKOBOro xenynoyka [24, 32].

dokanbHas KopkoBasi AUCMNA3ns FTMCTONOMMYECKN, PAANONIONUYECKN U TEHETNYECKU MOEHTUYHA TyO6epOo3HOMY CKepoay.
YacTo BbisiBNsSieTCcs nonomka B reHe TSC1, cuntatowwascs npuunHoin Tybepo3Horo ckneposa. benok, kognpyemolin TSC1,
M3BECTEH B KAYECTBE YacTu MULWEHN AN8 panamuumHa y mnekonuTtamowmx (m TOR), yyacTBytoWwero B KJ1IeTOYHOM POCTE,
anonTo3e v perynaumm KneTovyHoro uukna [22, 36].



Cpokun HapyLleHnst KOPTUKOreHe3a KOPPEenvpyoT CO CTEMNEHbIO TAXECTN AMCreHeauin. HapylweHuns, BO3HMKatwWwme B KOHLE
BTOPOro ¥ Hayane TpeTbero TpumecTpa 6epeMeHHOCTH, BEOYT K Pa3BUTUIO KpaiHe TSXenbiX hopM NaTonorum
(remyMeransHuedanus), a HapylweHus Murpaumnmn n anddepeHuraunm HempoHOB B KOHLE TpeTbero Tpumectpa
6epeMeHHOCTV NPUBOLAT K (HOPMUPOBAHMIO KOPKOBBIX Aucnnasuii. OTMevaeTcs NpenMyLlecTBEHHas nokanmaaums
chokanbHbIX KOPKOBbIX AMCMNasuii B NOBHbIX U BUCOYHbIX foNsX Mo3ra [25, 36].

["emnmeranasHuedhanns — penkas BpoX.AeHHas ManbopMaumns, xapakTepmsyowascs yBemyeHnem pasamepoB 04HOW
remmcgoepbl U BPOXAEHHOW remunnernei. [1atonorns MoXeT BbISBAATbCS CAMOCTOSATENbHO MK CyLeCcTBOBaTb B COCTaBe
HeMpoKOoXHbIx 3aboneBaHnin (HeipogmbpomMaTos), CUHAPOMA aNnaepPMansHOro HeByca, Npu runomenaHose Nto um
cuHopomMe Knunnens—TpeHoHe—Bebepa. B TunnyHbIX cnyvasix remmMeranaHueganmst XxapakTepusyeTcsi Bbipak eHHOM
3a4ep>XKOi pa3BUTUS 1 paHHUM 0e6I0TOM aNUIEenTMYECcKNX NPUCTYMNOB (A0 6 MecsiLeB XN3HW) B BUAE aCUMMETPUYHBIX
TOHMYECKMX CMAa3MOB, YACTO PE3UCTEHTHbIX K aHTuanmnenTuyeckmm npenapartam (ASMM). MNpwy BbiISBNEHNM NOKa3aHo
nposeneHune remucdepaktommm [15, 23].

LinzsHuedanma — penkas BpoxaeHHas ManbgopMaLums Kopbl FONOBHOrO MO3ra, BcTpeyarowascs ¢ yactoton 1,5 Ha 1
000 000 HoBoOpOX AeHHbIX (1:1650 y neTewn ¢ sanunencuen) 1 xapakTepmayrowascs AMCMOpdM3MOM CEPOro BelLecTBa C
pacLuenieHnem Kopbl FOIOBHOrO MO3ra IMHENHO (hOpMbl, PACNPOCTPaHSIOWMMCSA 0T Xenynoyka k cybapaxHomaansHOMy
npocTtpaHcTBy. MexaHn3M BO3HUKHOBEHWNS NaTonorny 4o KOHUA HE U3yYeH.

BoaMoxHo, 3a6oneBaHne BO3HMKAET B pe3yNbTaTe HApyLWeHNs HEMPOHANbHOM MArpaLMKN UK Kak pe3ynbTaTt noKanbHoM
nwemnm Mo3ra. SKCNpeccust reHeTMyeckmx oakTopos, B HaCTHOCTW MyTauum reHa EMX2, nogaensiowero pocT rananbHbix
KNeToK (acTpoLMTOB) BO BPEMS SMOPUOHANBHOIO Pa3BUTUS HA CPOKe 6—7 HeAesb BHYTPUYTPOOHOIro pasBnTusi, Takxe
paccMaTpuBaeTcs Kak BO3MOXHAS NPUYMHA BO3HUKHOBEHUS Wi3aHLedbanun [14].

Bbloensiot nea tuna natonoruu. | Tmn (C 3aKpbiThiMK ryb6amu), Koraa CTEHKM paclenuHbl NPOTUBOCTOSAT APYr APYry, 4acTo
noKanuayeTcs B NOBHbIX MM TEMEHHBIX OMSX, MPENMYLLECTBEHHO B 0bnacTu cunbseuesoii 6opoaabl). Il Tun, 6onee YacTolii
(C oTKpbITbIMM ry6amu), Korna CTEHKU pacluennHbl OTAENEHbl ApYyr OT Apyra [26].

WwnssHuedanus B 50-90% accounnpyeTcs ¢ ApyruMu BpOXAEHHbIMM aHOManMaMm — areHesns Npo3paYyHon neperopoaku
1 MO30/IMCTOrO Tena, NONMMUKPOrnpust (BePEKT KOPbI FOIOBHOrO MO3ra C MHOXECTBOM MEJIKMX U3BUINH U HapyLeHnem
APXUTEKTOHUKMN KOpPbI), Maxurmpus (yBenmyeHne paamMepoB U3BWUJIMH FOJIOBHOrO MO3ra), reTepoTonus (3KTONUs ceporo
BELWeCcTBa), CeNnTooNTUYeCcKas OUCNNasmns u runonnasns 3puTtenbHOro Hepea.

OcHOBHblE CUMMNTOMbI 3ab601eBaHUS: NPY yHUaTepanbHOW nokanusaummn gedpekta — reMunapessbl, npy GrunonspHoin —
TeTpanapesbl, aNUNenTUYeckKne NPUCTynbl 1 3aAepXKa NCUXOMOTOPHOro passutus. Mpu | Tvne wnssHULedanm
uepebpanbHblil napanuy 1 anunenTuyeckue NPUCTYMbl BCTPeYatTcs pexe, a ABuratenbHble HapyleHns no wkane GMFS
oTHocAaTeA K |-l ypoBHSIM, MHTENNEKT NaUMeHToB BAN30K K HOPManbHOMY UM YMEPEHHO CHUXEH.

Il TMn Wr3sHUeganum xapakTepuayeTcst 6onee BbIpaXXeHHOW 3a4ep>XKOI NCUXOMOTOPHOMO PasBUTUS, SNWNENTUYECKUMUI
npuctynamm n uepebpanbHbiM NapannyoMm ¢ AsuratenbHbeiMu HapylweHusamm -1V yposHs no wkane GMFS,
coyeTaloWmMICs C ananuei 1 HapylweHnem 3peHus. JledyeHne ToNbko KOHCepBaTUBHOE, NPEeNMyLLecTBEHHO peabunutaums
OBUraTesnbHbIX U NCUXOPEYEBbIX HApYLWeHWA, MEOVKAMEHTO3HBIA KOHTPO/b NPUCTYNOB. Heripoxupypruyeckas
WyHTUpYoLWas onepaumsa NpoBoANTCS NPU Nporpeccupytollen ruapouedanun, yawe npw |l Tune natonorun [31].

YHunatepanbHas nofMMUKPOrMpus SBnseTcs 04HMM U3 Hambonee pacnpocTpaHeHHbIX MOPOKOB PasBUTUS FONOBHOMO
Mo3ra npu remunapeTmyecknx dopmax LepebpanbHoro napanunya, MOXeT CylWeCcTBOBATb U30/IMPOBAHHO UK B COCTaBE
pasnnyHbIX CUHAPOMOB BPOXAEHHbIX aHoManui. [NpnynHamm SBRAIOTCS BPOXAEHHAS LMTOMEranosmpycHas nHekums n
BHYTPUYTpOOHas runokcms nnoga. 'eHeTmyeckme npuyrHbl BKIoYatoT B cebs metabonmyeckme pacctpoincTea
(nepokcncomanbHble HapyWweHUs 1 CUHAPOM Aeneunn B nokycax n 22q11.2 n 1p36).

Ha ceroagHsawHWiA aeHb HanaeHbl MyTaumm B 6onee yem 30 reHax, aCCoLMMPOBAHHbIX C NONMMUKPOrupuein. O6Hapy X eHbl
MyTaumu reHos curHanbHoro nytu PISK/AKT/mTOR, cBs3aHHOro ¢ monMMukporvpuen n meranaHuedganvein. ns
naunMeHTOoB C MONUMUKPOTMPUE U reMnunapesoM xapakTepHbl 6onee No3aHUA AebT aNUNenTnYecknx NPUCTyrnos (06bI4HO
nocne LByX NeT), MUMOKNOHYC (B T. Y. HEraTUBHbINA), aTUNUYHbIE aBCaHChl U KOMMNEKCHbIE DOKanbHbIe MPUCTYMbI, HEPEOKO C
opmupoBaHmem ESES. JleueHue menmkameHTo3Hoe [24, 32].

NuccaHuedanusi, SBNSSICb 0AHUM M3 Hanbornee TSXeNnbiX MOPOKOB Pa3BUTMS TOJIOBHOrO MO3ra, pexe BcTpedyaeTcs npu
reMvmnapesax u xapakTepu3yeTcsl 04aroBblM HELOPA3BMTUEM N3BUIMH MO3ra, YaCcTO accoLMMPYsChb C ApYruMn
ManbcpopmaumsaMu. MaTtonorus rnaBHelM 06pasoM obycnoBneHa MyTaumnsiMu B FreHax, CBA3aHHbIX C YHKLMER MUKPOTYOY .
MyTtaummn RELN, DCX (c BoBneuyeHnem Kopbl NpemmyLlecTBEHHO nepenHnx oTaenos moara), LIS1, 14-3-3e, ARX (c
BOB/IEYEHMEM KOPbI MPEUMYLIECTBEHHO 3a4HNX OTAE/0B MO3ra).

Mpw remnnapesax BCTpeyaeTcs nuccaHuedanus | Tmna ¢ oopMnpoBaHMEM YETbIPEXCNONHON KOpbl (BMECTO WECTU-
CNOiHOI). XapakTepHbl yMCTBEHHAs 0TCTANOCTb, PAHHEE Hayano anvMnenTMYeckmx NPMCTYNoB, YacTo BCTpeyaloTcs
WHaHTWU/bHbIE CNa3Mbl, PE3UCTEHTHbBIE K aHTM3ANUNENTUYECKON Tepanuu. JleueHue TobKO KOHcepBaTuBHOE [28].

OOHol 13 OCHOBHbIX NPWYrnH remMmnapesos, acCCoOUMNPOBAHHbIX C anunericuen, Y AOHOWEHHbIX Jeten aBngaTCca



apTepuanbHble UHCYNbThl (0cobeHHO B BacceiiHe neBoit cpenHei Mo3rosoi apTepun — 49%, B 6acceiiHe npaBol
CMUHHOMO3roBOM apTepun nuilb 24%), yale BCEro BO3HMKaoWMe B pe3ynbTate npeHatanbHON rmnokcnm, 0CTpoin
WHTpaHaTanbHoW acOUKCUU, HApPYLWEHNS KoarynsUMOHHbIX (0akTOPOB U aHaTOMUYECKMX 0COBEeHHOCTel cpenHeit MO3roBoi
apTepun, SBNAIOWENCS BETBbIO BHYTPEHHEN COHHOM apTepun, KOTopas OTXOOUT cieBa HenocpeacTBEHHO OT aopThl, C
XOPOLWWM NPOrHO30M noepexaeHnn y 85% naumeHToB ¢ AaHHOW natonornen. Puck passntuns anunenTm4eckmnx npucTynos
Bbilie NpwW NnopaxeHun B 6acceiHe NpaBoit cpeaHei MO3roBoin apTepun 1 NP NOBPEX IeHNN HECKONIbKUX MO3rOBbIX
apTepun [34, 37].

BonbWMHCTBO NAUMEHTOB C reMUNapPeTUYECKon hopMoii LepebpanbHOro napanuya v snunencueli UMetoT pokanbHble
NPUCTYMbI C PErMOHANBHBIMU 3NUNENTU(OPMHBIMU HApYyLIEHNAMM (63%) 1 XOpOoLwOo noamarTcs neveHnto (83%) [4, 29, 37].
Pe3ncTeHTHblE hopMbl SNUAENCUN NPU CNAcTMYECKMX reMmmnapesax (4acto Npu KUCTO3HO-MMMO3HOM TpaHcdopMaumnm
TKaHW MO3ra 1 nopaHuedanMTUYeckmnx KmcTtax), ConpoBoX aatoWwmecs annunenTuyeckoi sHueganonaTnen, Tpebyiot
peLLEeHNs BONPOCa 0 BO3MOXHOCTW HEAPOXMPYPrMYECKOr0 NEYEHUS — PaHHEro NPOBEAEHNS FrEMUCTEPIKTOMUN C
61aronpusiITHLIM NCXOA0M B OTHOWEHUM NPUCTYMNOB 1 AanbHelwero passutus pebexka [1, 2, 6]. IHTennekTyanbHbli
neguunt boiBaeT 6onee BolpaXeH Npu coYeTaHum anunencum n remmnapesa, nocturas 52%. aHHas ocobeHHOCTb
OTMEeYeHa pPs.AOM aBTOPOB 1 PaCcnpPOCTPaHseTcs Ha Bce cpopMbl LepebpanbHoro napanuya [3-5].

Llenbto HacTosiwero nccnenoBaHns 66110 onpesennTb OCHOBHbBIE MPUYMHBI CTPYKTYPHOWR (oOKabHOW anunencum y geTem ¢
uepebpanbHbIMK remMunapesamu, yTOYHUTb 0COBEHHOCTY NEYEHUS 1 MPOrHO3a ANUNENTUYECKMX MPUCTYMOB 1
BO3MOXXHOCTV peabunutaumm reMunapesos y OeTei ¢ anunencuen.

MaTepVIaﬂbI n Metonbl uccrnepoBaHuns

O6cnenosaHo 119 peteit (76 ManbunkoB 1 43 0EBOYKU) CO CTPYKTYPHOW (pOKaNbHOW aNMNencuei n remmnapeTnyeckoin
doopmoit LiepebparnbHoro napanuya B Bo3pacte oT 3 Mecsues Ao 7 net, Habnonaswmxcs 8 HMAL O ¢ 2014 no 2016 r. Bce
LeTu KnMHnYeckn obcnenosaHbl HEBponoroM. lmarHoctuka uepebpanbHoro napanuya nposefeHa Ha OCHOBaHUM

Me>x oyHapogHoi knaccudomkaumm n knaccmgoukaumm no CeMeHoBOW € OLIEHKON KNIMHMYECKUX CMMNTOMOB remMunapesa B
COOTBETCTBUM C BO3PaCTOM pebeHka.

Bcem netsim npoBedeHbl: pyTuHHoe 93 -nccnenosanve, Buaeo-93 -MoHNTOpUHr 6oapcTeoBaHus u cHa, KT/MPT
rONOBHOMO MO3ra Cc HanpsaXxeHuem MarHuTHoro nong 1,0—1,5 Tn. Mo gaHHbiM MPT/KT onpeneneHbl nwemmyeckme u
reMopparuyeckme nepvHaTtanbHble MHCYbThbl, KOPKOBbIE AUCMNA3MKU, TPOMBO3 BEHO3HOMO CMHYCA, UHCYbT CEPOro
BELLECTBA, aCUMMETPUYHASA NEPUBEHTPUKYNAPHASA NeNKoMansuns, 0OGHOCTOPOHHEE BHYTPUXENYA04YKOBOE
KPOBOM3NMAHNE, NOp3HUedanus, rmgpouedannis u remmatpocums.

MpoBeneHa oueHka BospacTa febioTa, xapakTepa 1 0COBEHHOCTEN TeUEHNS ANUNENTUYECKMX NMPUCTYOB,
acppekTuBHocTN AST (MOHO- MNK NOANTEPanUs, Pe3UCTEHTHOCTb anunencuu K ASMM), HapyweHun nHtennekta (1Q < 70).
MpoBeneHo cpaBHEHUE MeX Ay rpynnamMy JOHOWEHHbIX U HeAOHOLWEHHbIX AeTel (AOHOwWeHHble — ¢ Bo3pacTa 37 Henelb
recTauum, HeJOHOWEHHbIe — B BO3pacTe A0 37 Helesb rectauuu, rnyboko HefoHoweHHble — MeHee 30 Hepenb
rectauuu). BoisiBneHbl 0COBEHHOCTN OCHOBHbIX 3TUONOMMYECKUX (DAKTOPOB, KIMHWYECKOro Te4eHust 3abonesaHus n
nporHosa Ans Kaxnon na rpynn. 13 nccnenoBaHns UCKOYEHbI 0eTW C NPOrpeccupyoLLeil HEBPONOrnYeckon naTonormei
(sHuedpannT PacmycceHa, 6onesHb WTypre—Bebepa, Ty6epo3HbIit cknepos).

P63y1'l bTaTbl UCcnenoBaHus

O6cnenosaHo 119 geTeit ¢ BPOXAEHHBIM FreMUNApPe3oM 1 annnencuei, n3 Hx 68 (57%) DOHOWEHHbIX U 51 (43%)
HeAOoHOWEHHbI (7 rnyboKo HeOHOWEHHbIX aeTel 1 4 pebeHka ns aoriHn) (tabn. 1). Mo knaccudpmkauum GMFS 111
(93%) neteit oTHeceHbl K | u |l ypoBHsiM, no knaccudpukauum MACS 92 (77%) pebeHka oTHeceHb! K | 1 1l ypoBHAM
OBUratenbHbIX HAPYLWeHWA.



Ta6nuua 1

OGcnepoBaHHbLIE QETH C BPOX[EHHLIM FEMHNAPE30M W SNHABNCHER

HNoHowenueie (0 = 68) | Hegonowenuele (n=51) | Bcero(n=119)
[epPHHATANEHEIE MHCYNETHL 48 (70,6%) 17 (27,5%) 65 (54,6%)
TBMOPPATH4ECKHE 11 (16,2%) 5 (9,8%)
Wwemnyeckne 37 (54,4%) 12 (23,5%)
KQ 7 (10,3%) - 7 (5.9%)
DKL 3 (4,4%)
= MONUMHEPOTHDHA 1 (1,5%)
* WH3A3HUEMANKMA 2 (2,9%)
= TEMHMEraN03HUemanua 1 (1,5%)
TBC 2 (2,9%) 1(1,7%) 3 (2,5%)
McB 1 (1,5%) 1 (1,7%) 2 (1,7%)
BAKK 1 (1,5%) 15 (29,4%) 16 (13,4%)
nen 1 (1,5%) 13 (19,1%) 14 (11,8%)
Tuapouedanys 3(4,4%) 2(2,9%) 5 (4,2%)
Temuatpoding 3 (4,4%) 1 (1,7%) 4(3,4%)
Mopaxuemanus 1 (1,5%) 1 (1,7%) 2 (1,7%)
Hopma 1 (1,5%) 1 (0,8%)

OCHOBHOW MPUYNHO Pa3BUTWS LEHTPaNbHbIX FTEMUMAPE30B Y NALMEHTOB CO CTPYKTYPHOW (DOKanbHOW anunencuein B
rpynne OOHOWEHHbIX AeTel SBASI0TCS NepuHaTanbHble MHCYNbTbl, AnarHoCTUpoBaHHbie y 48 netei (70,6%), KOpKoBble
ancnnasun y 7 neteit (10,3%), TpoM603 BEHO3HOrO CMHyca y 2 aeTeit (2,9%), remmatpodous y 3 neteit (4,4%),
rnapouedanns y 3 petei (4,4%), NHCYNbT CEporo BelwecTsa, MopaHuedanus, NepMBEHTPUKYNAPHAs nenkonatms un
BHYTPWXeNyno4YKoBoe KpoBonanusHme — no 1 peberky (1,5%).

B rpynne HenoHOWEHHbIX AeTel Npeobnanany BHYTPUXENYLOYKOBbIE KpoBOU3NUSAHUS — 15 (29,4%), nepmHaTanbHble
NHCYNbTbl — 17 (27,5%) 1 acMMMeTpUYHbIE NEPMBEHTPUKYNSAPHbIE nerikomansumn — 13 (19,1%). Mmapouedanms
IurHocTupoBaHa y 2 netei (2,9%), TpoMb03 BEHO3HOrO CUHYCa, MHCY/IbT CEPOro BELWECTBA, FreMmaTpodms u
nopaHuedanus — no 1 pebeHky (1,7%). MaurMeHToB ¢ KOPKOBLIMU AMCMIA3UAMU B rpynne HeAOHOWEHHbLIX AeTei He 6bino.

Y DOHOWEHHbIX AeTel C reMnnapesom anunencms 4acto ConyTCTBYeT apTepranbHOMy UILEMNYECKOMY NHCYNbTY B
bacceiHe CNMHHOMO3roBo apTepun — 26 neteit (70%), pexe B 3aaHei Mo3rosoi aptepun — 11 geteit (30%), B T. 4. ¢
Q)OpMI/IpOBaHI/IeM nopaHuecpanMqueCKon KUCThI, N YHUNATepabHbIM KOPKOBbIM AUCNNa3nsMm, cpenn KoTopblx
npeobnanatot @K — 3 pebeHka (43%) u wnssHueganus — 2 pebexka (29%).

[ns [OHOWeEHHbIX AeTel C nepuHaTaibHbIMU HCYIbTaMy XapakTepHo: reHaepHoe npeobnanaqne Manbunkos — 70,8%,
npeobnanaHne NPaBoOCTOPOHHUX reMmnapesoB — 26 nauneHToB (54%), HeoHaTanbHble Cy1opory B aHaMHe3e — y 33
neten (69%), BbiISIBNEHNE CUMNTOMOB reMmnapesa nNpenMyLecTBEHHO Ha BTOPOM Nonyroamm XxusHn —y 40 geten (83%),
npeobnafaHue ABUraTenbHbIX HapylweHuii B pyke — y 32 neteit (68%), NpncoeanHeHne anunenTnyecknx npucTynos
NPenMyLLECTBEHHO NOCne Tpex net XmsHm —y 36 neten (75%) ¢ MakCMyMOM B BO3pacTe 4—6 NeT 1 OTHOCUTENbHO
6naronpusATHLIA B NeYeHun xapaktep npuctynos (tabn. 2).

% Nen Npas./ | Memwnapes | lemmnapes | HeowaTanswsee | [ledssT npucTynes <70 Peawer,
L] RER. « & mee » b MBc CYROPOrE < 3mer
ni 48 (70,5%) 34114 226 B (15%) 4D [85%) 33 (65%) 36 (75%) 11 (23%) 1(2%)
KA 7(10.3%) 43 43 5 (T1%) 2 (20%) 4[57%) B (87%) 7 (100%) 1{14%)
u o Tafinuya 3
% Nan Npae./ | lewwnapes | lemwnapes | Heomatansusst | [edsT npwctynos =70 Peanct.
L] ReR. 0o 6 mec nocne & mec CYROpOrN e 3 nev
BHE 18 (35,3%) 135 7 11 (61%) 7 (39%) 13 (72%) 12 (66%) 10 (56%) 2(11%)
nen 13 (19,1%) L] ] 7 (54%) 5 {45%) 7 [54%) 4(30%) B (45%) 1 {B%)

dokanbHble 3aNMNENTUYECKNE NPUCTYMbI NPpeobnanatoT y LOHOWEHHbIX AeTe ¢ NepuHaTanbHbIMU MHCY bTamMn — 39
naumeHToB (81%), BTOPUYHO reHepann3oBaHHble CyA0POXHbIE NMPUCTYMbI 3aperncTpupoBaHbl y 7 getew (15%). Y 35
nertei (73%) ¢ nepuHaTanbHbIM MHCYIbTOM MPUCTYMbI KYNMPOBaHbl HA MOHoTepanuu, y 12 (25%) — Ha nonuTepanun, y 1
pebeHka (2%) NPUCTYNbl PE3NCTEHTHbI K aHTUINUIENTUYECKOW Tepanuu.

JaHHble No apTepuanbHbIM MHCYNbTaM Y HEJOHOWEHHbIX AeTelN CyWeCTBEHHO He OTNYAIOTCS OT TaKOBbIX Y JOHOWEHHbIX
netei. B rpynne neten ¢ nwemMmnyeckuMn 1 remopparmyeckuMmn MHCynbTamy y 8 maumeHToB C aTUMUYHbIM TeYeHEM
WHCYNbTa 1 OTCYTCTBMEM TpaBMaTM4eCckoro goaktopa B aHanmae KpoBu METOLOM NOJIMMEPA3HON LienHom peakummn Ha
nonMMopdu3M reHoB reMocTasa BbisSiBieHa ABONHAA reTepo3uroTa no Mytaumsam B reHax cpakrtopa V JlergeHa un
npotpombuHa G 20210 A. Y ogHoro pebeHka ¢ BpOXAEHHbIM reMUnape3oM, MHaHTUNbHbLIMU crniasMamm,
NopaHLEedanUTUYECKOV KNCTOM 1 MUKpoLieddanmnel BbiSIBNEeHbl reTepo3nroTHble MucceHc-myTaumm B reHe COL4 A1.
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OnHOCTOPOHHME hOKaNbHbIE KOPKOBbIE AUCMNA3MK, BCTPEYaSACh Y AOHOIWEHHbIX AeTel JOCTaTO4YHO PeAKO U MPakTUYyecKu
OTCYTCTBYSl Y HEAOHOWEHHbIX AeTel, XapakTepunayTcs paHHUM NPOSBIEHNEM CUMMTOMOB remunapesa — 5 (71%),
paBHOMEPHbIM BOBMIEYEHUEM PYKMN U HOTU — 4 (57%), CONYTCTBYIOWMM CHUXEHMEM MHTennekTa — 7 (100%), ¢ nebroTom
3NUNENTUYECKUX NPUCTYNOB B NepBble rofbl Xn3Hu — 6 (87%) 1 OTHOCUTENbHO BbICOKOW YaCTOTOM MapoKCU3MOB (Kak
gookasnbHbIX, Tak U BTOPUYHO-FreHepann3oBaHHbIX).

Mpun KOpKOBbIX AUCNNasusx ookanbHbIe aNMNENTUYECKUe NPUCTYNbI 3aperncTpupoBaHhbl y 2 (29%) neTel, BTOPUYHO-
reHepanusoBaHHble NpUcTynbl — Yy 3 (41%), MHGaHTUNbHBbIE cnasMbl — Y 2 (29%). Y 3 (43%) oeTe ¢ KOPKOBOW
avcnnasven npucTynbl KynmpoBaHbl Ha noautepanun ASM, y 2 (29%) — Ha moHoTepanuu, y 1 (14%) nauneHTa npucTynbl
PE3UCTEHTHbI K MPOBOAMMON Tepanuu.

Jna HenOHOWEHHbIX OeTei C BHYTPUXENyd04YKOBbIMU KPOBOM3NUSAHUSMA (15 naumeHToB — 29,4%) xapakTepHO: paHHee
BbIsSIBfieHMe cuMmnToMoB remunapesa — 11 (61%), HeoHaTanbHble cygoporn —y 13 (72%) geTei, npucoeamHeHne
3NUNEeNTUYECKUX NPUCTYNOB B NepBble rofbl Xun3Hu — 12 (66%) ¢ MakCMMyMoM B BO3pacTe 4—6 neT n OTHOCUTENbHO
6naronpusATHbIA B neYeHun xapaktep npuctynoB. CHUXeHUe nHTennekTa BoisisneHo y 10 (56%) nauuneHTos (Tabn. 3).

BepoaTHOCTb passnTmsa anmunencum KOPPennpyeT co CTeneHblo BblpaxeHHocTn BXK, ooHuM u3 chakTopos passuTtus
KOTOpPbIX SBNSETCS CTENEHb HeAOHOWeEHHOCTM. Hanbonee 4acTo anunenTmyeckmne NpuUCTynbl CONyTCTBYIOT 2-7 1 3-i
ctenenn BXK, npeobnanas y rnyboko HefoHoweHHbIx feTeit. Y geteit ¢ BXK npeobnanatoT reHepani3oBaHHble
sanunenTuyYeckue NpuUcTynbl (57%), pokanbHble NPUCTYMbI BCTPEYaTCA 3Ha4YMTeNbHO pexe (43%). Y 11 (61%) neten c
BXK npuctynbl kynupoBaHbl Ha MOHoTepanuu, y 6 (33,3%) Ha nonuTtepanuwn, y 2 aetei (11%) NpucTynbl Pe3NCTEHTHbI K
NpOBOOMMOI Tepanuu.

AcnmmeTpuryHag MNMBJ1, aBngs8cb 04HON U3 NPUYMH Pa3BUTUSA SNUNENCUX Y HELOHOWEHHbLIX AeTeN, xapakTepusyeTcs
pPaHHMUM NPOSIBNEHNEM CUMNTOMOB remunapesa — 7 (54%), Koppenupyowmx No CTENEHN BbIPa>XEHHOCTU KJIMHNYECKNX
NPOSIBNIEHMNIA CO CTEMNEHbIO BOBNEeYeHMsl 6enoro BewecTea, Ae6oTOM anNMnenTUYeckmx NpuUcTynoB B OCHOBHOM Moc/e Tpex
neT Xu3Hn — 9 (69%) 1 0OTHOCUTENbHO BNaroNPUATHLIM B IEYEHNM XapaKTepPOoM NPUCTYMOB.

Mpw NBJ npeobnapatoT dpokanbHble anunentTuyeckre npuctynsl — 10 (76%), BTOPUYHO-reHepan3oBaHHbIe NPUCTYMb
BCTpevatoTca y 3 (34%) netein. Y 8 (62%) netein ¢ MNMBJ1 npmcTynbl KynupoBaHbl HA MOHOTepanun, y 4 (30%) Ha
nonutepanuu, y 1 (8%) NpuUcTymnbl PE3NCTEHTHbI K aHTUaNUAeNnTUYecKon Tepanun.

O6cyxaeHune

MepvHaTanbHble MHCYNbThl SBASIOTCA OCHOBHOW MPUYMHON reMunapeTnyeckoin oopMsl LiepebpanbHbix Napesos y
IIOHOLWEHHbIX JeTei co CTPYKTYPHOW gooKanbHOW anunencuen. Y HedoHOWEHHbIX AeTel, KpoMe apTepuanbHbIX MHCYbTOB,
cpeav NpUYuH remmnapeTnyeckor qopMel LiepebpanbHbix Nape3os npeobnanatoT BHYTPUXENya04YKOBbIE KPOBOWSNSIHUS
1 NEPUBEHTPUKYNSPHbIE NerikoMansaumu. [letu ¢ aTMnMYHbIM TeYEHUEM MHCYNIbTOB U OTCYTCTBMEM TPaBMAaTMYeCcKoro
dpakTopa pasBuTUs LepebpanbHoro napesa B aHaMHe3e TPeOYIOT UCKTIOYEHNSI FeHeTUYECKM 06YCNOBNEHHbIX HapyLLeHWI
remocTasa (MyTauuit B reHax TpoMb6odmnmnm).

Hanbonee yacTo y OOHOWEHHbIX AETEN aNUNENCUS CONYTCTBYET apTepunanbHOMY MHCYbTY B 6acceiiHe CNMHHOMO3roBOM
apTepum, y HeAOHOWEHHbIX — BHYTPUXENYyLOYKOBbIM KPOBOU3NUSHUSAM (NpenMyLlecTBeHHo 2—-3 cTteneHun). Kopkosble
avcnnasuuy, Bctpedasch npu remunapetuyeckon coopme LM otHocutenbHo penko (5,6%), He xapakTepHbl Ans
HEeJOHOLWEHHbIX 1 BCTPEYalnTCa NPEUMYLLECTBEHHO Y AOHOWEHHbIX aeten (10,3%), xapakTepuaysacb KpanHe BbICOKOM
BEPOSITHOCTbIO AebtoTa annMiencum n pe3NCTEHTHOCTbIO AMUNENTUYECKUX NMPUCTYNOB K NeKapcTBeHHOM Tepanuu. Mpwu
dK I, nonMMukpornpum 1 reMumeranaHuedanmm paccmMaTpusaeTcs Bonpoc 06 acppek TMBHOM XUPYPrUYECKOM NEYEHUN C
BbICOKMM MOJIOXUTENbHBLIM 3PIIEKTOM B OTHOWEHWUM NPUCTYMOB U KOFHUTUBHON ANCAOYHKLUW NPY paHHEM NPoBeLEeHUN
remmcdpepakTomunu.

BonblWwWHCTBO oeTei ¢ reMmnapeTnyeckoi goopMoii LepebpanbHoro napanuya, acCouUMpoBaHHON ¢ anunencue, no
wkanam oueHky asuratensHbix pacctpoincts GMFS n MACS cooteeTcTBYIOT | 11 |l ypOBHSM C XOPOLIMM MPOrHO30M B
OTHOLIEHUW OBMraTeNbHOro PaseBuTUs U coumannsaunm pebeHka npy paHHeM, UHTEHCUMBHOM, KOMMIEKCHOM NIeYEHUN.

JOHOWEHHBIM JETAM C NeprHaTanbHbIMWA UHCYbTaMU U HELOHOWEHHbIM OETSM C acuMMeTpuyHbiMK MBJ1, yunTtoiBas 6onee
no3aHuUiA AeboT NPUCTYMNOB 1 OTHOCUTENBHO 6N1aroNPUATHLIA XapakTep TeYeHUs ANUNencun, B Nepeble ABa roaa XusHu
BO3MO>XHO MPOBELEHNE aKTUBHON peabunutaumm ¢ NPUMEHEHNEM AVHAMUYECKO NPONPUOLIENTMBHOM KOPPEKLMM MO
CeMeHoBoi, Maccaxa, JIOK, dousnotepaniu n anekTponpoLeayp, OCTEONATNM 1 COBPEMEHHbBIX METOAOB NIEYEHUS
IBVXXEHUEM, NHOYLMPOBAHHBIM OrpaHnyeHnEM.

JOHOWEHHBIM JeTaM ¢ gpoKasbHbIMU KOPKOBBIMU AUCNNA3USMU 1 HeAOHOWEHHbIM AeTsM ¢ BXXK (ocobeHHo rny6oko
HeLOoHOLWEHHbIM, ¢ BXK 3—4 cTeneHu), yunTtbiBasi BLICOKYIO BEPOSITHOCTb Pa3BUTUSI SNUIENCUN C PaHHUM 0e6loToM
3NUNENTUYECKMX NMPUCTYMNOB, HE0BX0AMMO OrpaHNyeHe Usno- 1 NeKTPoNpoLieasyp, BO3MOXHO UCMO/b30BaHNe
maccaxa u JI®K B coueTaHum ¢ nevyeHmem ABNXEHNEM, NHAYLMPOBAHHBIM OrPaHNYEHNEM, KNHE3NOTENNMPOBAHNS,
NIOKOMOTOPHOMO TPEHWHra U KOrHUTUBHOWM peabunutauum ¢ y4eToM BbICOKOW HEMpPONNacTUYHOCTW Y AeTel paHHero
Bo3pacTa.
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