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Cayuaii coyetanus cunapoma bexksura—
Bunemana ¢ cunapomom Becra

Cundpom bexeuma—Budemana smuonocuuecku cea3an ¢ ceHemuuecKuMu / dnueeHemu4eckumy HapyuleHuamu peeyasyuu pocma. Ilpednosaeaemasn
N0Kanu3auus OAHHbIX HapyuwleHuii — Kopomikoe naevo xpomocomvt 11 (11p 15.5). Eeo pacnpocmpanennocme cocmagasiem 1:13 na 700 nogopodic-
dennbix. Cunopom Becma agasiemca 603pacm3asucumvim SNUAENMUHECKUM CUHOPOMOM, OMHOCAUWUMCS K epYnne MAAOeHHeCKUX SNUNUNenmuH4eckKux
SHUegharonamuii U XapaKkmepuzyruUiics mpuacoi 0CHOBHbIX CUMNIMOMO8: CepUAMU UHPAHMUABHBIX CNA3MO8, 3A0eplCKOl NCUXOMOMOPHO20 PA36U-
MUSL U BIPANCEHHBIMU NAPOKCUSMANLHBIMU USMEHEHUSMU HA d1eKmpodHyedanroepamme. 3aboresaemocms cunopomom Becma ouenusarom 6 1 cayuaii
Ha 2000—4000 nosopoxcoennvix. B cmamve npedcmaesneno onucanue pedkoeo KAUHUYECK020 CAy4as: covemanusi cunopoma bexeuma—Budemana
¢ OOHUM U3 8APUAHIMO8 INUNENMUHMECKO FHYedaronamuu Miadern4eckoeo eospacma — cunopomom Becma. [Ipuseden noopobrbiii pazbop meuerus
00ne3HU, NPOAHAAUZUPOBAHA MAKMUKA AHMUINUACNMUYECKOU MePanuu, NOKA3aHA ee CAONCHOCHb 8 YCAOBUSX Memadoauveckux HapyuleHui, o6y-
CN0BNEHHbIX HaAuHuem y 00NbHOU eeHemuuecko2o cundpoma. OmpajiceHbl pe3yabmamosl 0AUmenbHo2o Kamamuesa. Masocmpayuu npedcmasnsaom
c000ii (hpasmenmol HAMUBHBIX INEKMPOIHUEDAN0PaMM 8 nepuod paseapa cunopoma Becma u na gone dnumenvnoit pemuccuu. I1odpobHo onucwigas
KAUHUMECKUl CAY4All, ABMOpPbl CONOCMABASIOM NPUBEOCHHbIE UMU CEe0CHUs C UMEIOUUMUCS OAHHBIMU Aumepamypsl. B cmamove makaice npedcmagnetvl
npakmuuecKue peKkomMeHOayuy no paHHeMy BblA6ACHUI0 MEeMaboAUHecKUux pacCmpoicme y NAUYUEHMO8 ¢ SNUANMUHECKUMU SHUeparonamusimu mia-
denueckoeo ospacma. Tlomumo anmusnusenmuveckux npenapamos, asmopsl npedazaiom GKAHAMb 8 KOMNAEKC mepanuu makux 60abHbIX 0043a-
MeAbHYI0 MemadoNU4ecKyio KoppeKyuio.

Karoueesvte carosa: cundpom bexeuma—Budemana, cundpom Becma, ungh AbHbBLE cnasmol, audeo-IHII - )pUHS, IpUMMUSL, AHMUINUAEN -
muveckas mepanus, Kas mep
(Becmnux PAMH. 2014; 9—10: 64—69)

Brenenue NMaHHBIX HapyLIeHUId — KOPOTKOE ILIeY0 XPOMOCOMBI 11

(11p 15.5) [2—4].
KiauHuyeckn CMHIPOM XapakKTepusyeTcsl BapuaOesbHbI-
MU TIOJTMOPTAaHHBIMU HApYLIEHUSIMU, YCJIOBHO BbIIEIEHHBIMU

Cunapom beksuta—Bumemana (Beckwith—Wiedemann)
Obu1 BriepBble omucaH B 1964 r. Ero pacrnpocTpaHeHHOCTb

coctapisieT 1:13 Ha 700 HOBOpOXKAEHHBIX. YETKOro pa3indusi
MPEeNCTaBIEHHOCTH JAaHHOTO CUHAPOMA Y AEBOYEK U MaJbyu-
KOB He OTMeueHo [1—4].

OTtnonornyecku cuHiapoMm beksura—Bunemana (CBEB)
CBdA3aH C T€HETUYECKUMU / SMUTCHETUYECKUMU Hapylie-
HUSMM PEryJsiliMy pocTa, TMpearnoiaraeMas JOKalInu3alus

B TPYINbI OOJBIIMX U MaJbiX KpuTepueB. K OOIbIINM KpH-
TepUsIM OTHOCSTCSI Ne(eKThl TMepenHeil OpIOIIHON CTEHKU
(rpbKa MyMmoYHOro KaHaTHKa), MaKpOIJIOCCHUs, MaKpOCOMMUSI,
CKJIAIKM MOYEK YIIHBIX PAKOBUMH (OJHOCTOPOHHHUE W [BY-
CTOpPOHHUE), BUCLIEpOMeranusl (M30JUPOBAaHHOE WM coue-
TaHHOE YBEJWYEHUE OPraHOB OPIOLIHOM MOJOCTH, HAIIpUMED
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Case of Combination of Beckwith-Wiedemann Syndrome
with West Syndrome

Beckwith—Wiedemann syndrome (BWS) is etiologically connected with genetic / epigenetic growth dysregulation. The supposed localization of this
disorder is a short arm of chromosome 11 (11p 15.5). Its prevalence is 1:13 per 700 newborns. West syndrome is an age-dependent epileptic syndrome
related to a group of infantile epileptic encephalopathies and characterized by a triad of basic symptoms: series of infantile spasms, psychomotor
retardation and severe paroxysmal EEG changes. The incidence of West syndrome is estimated at 1 case per 2,000—4,000 newborns. The article
describes a rare clinical case: a combination of BWS with one of the types of infantile epileptic encephalopathies — West syndrome. A detailed
analysis of the West syndrome progression in a female patient with BWS is given, the tactics of antiepileptic therapy is analyzed, and its complexity
in terms of metabolic disorders caused by the presence of a genetic syndrome in a patient is shown. The results of a long catamnesis are described.
The figures are the fragments of native electroencephalograms at the eruptive phase of West syndrome and against the background of a long-term
remission. When describing the clinical case in detail, the authors actively discuss the obtained information and available literature data. The article
also presents practical guidelines for the early detection of metabolic disorders in patients with infantile epileptic encephalopathies. In addition
to anti-epileptic drugs, the authors propose to include a mandatory metabolic correction in the therapy complex for these patients.

Key words: Beckwith—Wiedemann syndrome, West syndrome, infantile spasms, video EEG monitoring, hypsarrhythmia, antiepileptic therapy,
metabolic therapy.

(Vestnik Rossiiskoi Akademii Meditsinskikh Nauk — Annals of the Russian Academy of Medical Sciences. 2014; 9—10: 64—69)
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MeYEHU, MTOYKH / TIOUEK, CEIe3EHKH, MOKETYT0UHOI Kee3bl
WY HAITOYeYHUKOB), SMOPUOHAIBHBIN TYMOpP, TeMUTHUIIEP-
TJ1a34sl, IIUTAOMETaIusl KOPbl HAAMOYEYHUKOB Yy T1oaa (aud-
(by3Has wim OmnarepaibHast), HapylieHUs: (GPYHKIUKA TOYeK,
BKJTIOUAsT MEIYJUISIPHYIO TUCIUIA3UI0, a TAKXKE BOJYbS TIACTh,
ceMeitHast uctopus cuHapoma. K MajabiM KpUTepusiMm OTHOCSIT
MHOTOBOJIM€, YBEJIWYEHUE IUIALEHThI, UCTOHYCHUE ITyIOou-
HOTO KaHaTUKa BO BpeMsi OEpeMEeHHOCTH, TIPEKIeBPeMEHHOE
HavyaJlo POJIOBOIl NEsITeIbHOCTU, HEOHATAJIbHYIO TUITOTJIMKE-
MU0, HEBYC, KapIUOMETaJINI0 / CTPYKTYpHbIE KapAnalbHbIe
HapylieHUus / KapANOIaThio, XapaKTepHbIe YePThI JIUIIA (BbI-
MyKJIOCTh TJIa3 C TIOATVIA3HUYHOUW CKIJIAIKOM, TMIOTUIa3Us
CpeqHel 4acTH JIUIA B COUETAHUU C YBEJIMYCHUEM HIDKHE
YacTH JIMIIA, BBICTYMAIONIAsl HVDKHSISI YENIIOCTh), He3aparie-
HUE TiepefHell OpIOIIHOW CTEHKHU, OIEpeXeHHe KOCTHOTO
BO3pacTa.

[MpuHsSATO CUNTaTh, YTO HAIMYUE TIO0 MEHBIIIEH Mepe TpexX
OOJBIINX WM JABYX OOJIBIIMX M OTHOTO MAJOro TMpU3HAKa
MOXET CJIy>KUTh OCHOBAHUEM JJIsI TOCTAHOBKYU KIIMHUYECKOTO
nuarnos3a CBB [1, 3, 4].

B psane crygaeB npu CBB HabmiomaeTcst nmmyHonedu-
LIUTHOE COCTOsIHUE, B 5% ciyyaeB MMeeTcsl CKJIOHHOCTDb
K Pa3BUTHIO 3I0KAYECTBEHHBIX OTTyX0Jeil (omyxosb BuibMca,
pak HaamoyeyHukoB). Kak mpaBuiio, rcuxuyeckoe pa3BuTue
MaleHTOB COOTBETCTBYET Bo3pacTy. Cpenm HeBpOJIOrmye-
ckux cumnromoB CBB oTMmeualoT HeoHaTalbHBIE CyIOpPOTH,
MPUYMHON KOTOPBIX 3a4acTyio SIBJISIIOTCS TUIOTJIMKEMUYe-
CKHE COCTOSIHUSI, OOYCJIOBJICHHbIE YCUJIEHHBIM 00pa30oBaHU-
€M MHCYJIMHA TUMepTpoUPOBAaHHBIMU KJIETKAMU OCTPOBKOB
Jlanrepranca. B nuteparype ykazaHo Ha TO, YTO TMIOTJIMKE-
MMYecKue cymoporu pasBuBaiorcs y neteit ¢ CbB mo MeHb-
et Mmepe B 50% ciyuaes [3]. Cynoporu Jierko KynupyloTcst
MPU CBOEBPEMEHHO YCTAHOBJIEHHOM JIMarHO3¢ U Ha3HauYeHUU
COOTBETCTBYIOLIEH MeTabOIMUYECKOM Koppekinu. Eciu rumno-
[JIMKEMUSI OCTaHETCSl HEPacTO3HAHHOW, OHA MOXET MPUBECTU
K YMCTBEeHHOI oTcTanocTu [1, 3].

Cunnpom Becrta (CB) — Bo3pacT3aBUCUMBII SMUIENITH-
YECKUI CHHAPOM, OTHOCSLUMICS K TpyIIe MIaIeHYEeCKUX
SMWIENTUYECKUX 3HIedaTonaTuii U xapakTepusyroluics
TPUAIOil OCHOBHBIX CUMIITOMOB: CEpUSIMU MH(AHTUIbHbBIX
CI1a3MOB, 3aIeP>XKOil TMCUXOMOTOPHOTO Pa3BUTHUSI M BbIpa-
JKEHHBIMU IApOKCU3MaJIbHbBIMHU M3MCHCHUAMU Ha DJIEKTPO-
sHiedarorpamme (DIT). 3aboneBaemocth CB olieHMBaIOT
1 k 2000—4000 HOBOPOXIEHHBIX [5].

[TepBble CUMIITOMBI 3a00JIEBaHUST MOTYT TIOSIBJISIThCSI KaK
y TMpexe 3I0POBBbIX JeTell, TaKk U Ha (hOHE yXKe 3aMETHOM
3a[IepXKKU TICUXOMOTOPHOTO Pa3BUTUsI (COOTHOLIEHUE B I0-
myJIsiiuK 60sibHBIX 1:2) B Bo3pacte o 12 Mec, yaiie BCero ot
4 10 6 Mmec. Manburky GOJIEFOT HECKOJIBKO Yallle JeBOYEK [5].

KiimHnyeckn MHGpaHTUIBHBIE CITa3Mbl OOBIYHO XapaKTe-
PU3YIOTCST PE3KMMU COKPAIIEHUSIMU aKCUATTbHBIX MBITIIEYHBIX
rpymni. OHU MOTYT OBITH (PJIEKCOPHBIMU, 3KCTEH30PHBIMU
WU CMelIaHHbIMU. Yale BCero BCTpPEeyaloTcsl CMelIaHHbIe
CIa3Mbl, TI0CIe HUX CIEIYIOT (DJIEKCOPHBIC, IKCTEH30PHbIE
HaOJII0IAI0TCS peXe.

Jnst nHGbAHTUITBHBIX CTIa3MOB XapaKTepHa CEPUHOCTD,
WHTEPBAJI MEX]IY ITOCJICI0OBATEIbHBIMU ClTa3MaMU COCTaBIISIET
MeHee 60 c. Yacrora criazMoB BapbUPYeT OT €AMHUYHBIX 10
HECKOJIbKMX COTeH B CyT. MIMeeT MecTo CBsI3b CIa3MOB CO
CHOM: OHU Yallle BOBHUKAIOT cpa3y Mociie MpoOyKIeHUs WK
ripu 3acbimanuu. Cria3Mbl MOTYT TIPOBOLIMPOBATHCS TAKTIIIb-
HOU CTUMYJISIIIUEH VI BHE3ATHBIMU TPOMKUMU 3ByKaMmu [5].

OnHuM 13 ocHOBHBIX kKputepueB CB saBisieTcst yHuKab-
HbIil martepH DD — runcaputmust (OT rped. Aypsi — BBICO-
KUii, arrythmia — OTCYTCTBUE PWUTMA), BIIEPBbIC OMMCAHHAs
F. Gibbs u E. Gibbs B 1952 1. [6]. 'unicaputmusi Xxapakrepu-
3yeTcsl OecTOpSIOYHBIMU BBICOKOAMIUTUTYIHBIMU HECUH-

XPOHHBIMM CITalikaMU M MEIJIEHHOBOJHOBON aKTMBHOCTHIO,
HETIPEepbIBHO PETMCTPUPYIOIIMMUCS Ha (OHEe HapylIieHUs
OCHOBHOI pUTMUKU BO BpeMsT OOJAPCTBOBAHUS U CHA.

Bo BpeMsi MPUCTYNIOB MOXHO 3a(pUKCUpPOBaTh HECKOJIb-
ko marrepHoB DDI. Haubornee yacThlii — BBICOKOAMILIN-
TyOHBIM  OUddY3HBINA  MEIICHHOBOJHOBOW KOMITOHEHT,
32 KOTOPBIM CJIETyeT YTHETCHUE OM03JIEKTPUIECKO aKTUBHO-
CTU (JIEKTPOJCKPEMEHT) JTUTEILHOCTBIO Oosiee 1 ¢c. Moxet
TakXe (DUKCUPOBATHCS 3JIEKTPONECKPEMEHT ObICTPOIl aKTUB-
Hoctu. UkTanbHblil natrepH DD He KoppenupyeT ¢ TUTIOM
crna3MoB [5].

W3BectHO, yTo CB — monuatuonornyeckoe 3abojieBaHUE.
[Tpu 5TOM MHMAHTUIBHBIE CITA3MbI PA3IEIISIOT HA CUMIITOMA-
TUYECKNE, KOTOPbIe BO3HUKAIOT BCIIEICTBUE U3BECTHBIX 3THO-
JIOTUYEeCKUX (DAKTOPOB, U UIUOTIATUIECKUE / KPUTITOTEHHBIE,
TPUYWHA Pa3BUTHUST KOTOPHIX HEM3BECTHA WJIM HEOUEBUIHA.

Cumrniromatnyeckue WHQpAHTWIbHBIE CIa3Mbl BCTpeda-
JOTCSl Yallle KPUIMTOTeHHBIX, cocTaBisisi 85—91%. Cummnro-
Matudyeckre MHGMOAHTUIbHbBIE CTIa3Mbl CBS3aHBI C TSKETBIMU
rpe-, Iepu- ¥ MOCTHATATbHBIMU (hakTopaMu MH(EKIIMOHHOM
(uuToMeranoBUpycHasi ¢eTomnaTusi, TepreCBUPYCHBIN WIn
OaKkTepuaIbHBI MEHWHTUT), TMITOKCUYECKOM (11epedpab-
Hasl WIIEMUs], CUCTEMHbIE TeMOAMHAMUYECKUE HapYyIICHUS)
WM TpaBMaTuyeckoil mpuponsl. Ocoboe 3HaYeHHE UMe-
10T pa3inyHble LepedpaTbHble TUCTEHE3WH, HAPUMEp JIUC-
coHuedanusi, reMuMeragosHiuedanus, QokaibHasi KOp-
KOBasi NUCIUIa3usl, CeNTalbHasl OWCIUIA3Usl WJIM areHe3us
MO30JIUCTOrO Tena [5].

Cpenu puunH CB yKa3bIBalOT TaK:Ke XPOMOCOMHBIE Ha-
pyiieHust (Bkiaovas curapom dayHa, dellp36) win ToueuHbie
mytauuu (Mytaumu ARX wmnm STK9Y), HelipokoxHble CUH-
IpoMbI (TYOEpO3HBIM CKIEPO3, CUHAPOM HeAep>KaHWS MUT-
MeHTa uiu cuHapom Mto, Helipoubpomaros). CyiiiecTByoT
ciayyad HaOmoaeHUs WHQAHTWIBHBIX CMAa3MOB MPU TaKUX
BPOXJEHHBIX OOMEHHBIX HapylIEHMSX, KaK (HEHWJIKETOHY-
pusi, neUIUT TeTparuapoOUONTeprHa M MUTOXOHAPUAb-
Hble LiuTOMmaTuu |35, 7, 8].

Accouuanus uHbaHTWIbHBIX cniadmoB ¢ CbB B utepa-
Type He omnucaHa. IMEHHO M03TOMY ONMMCAHHBIA HAMU KJIM-
HUYECKUi ciyyail couetaHust cuHapoMa beksura—Bunemana
¢ cuHapomoM Becta, Mo HaliemMy MHEHUIO, TPEICTaBIIsIET
0COObIif MHTEpEC.

Knunnyeckuii npumep

bonbHas Y.A., Bo3pacT 7 Jier, HaOJoaagach B oTaele-
HUU TICUXOHEBPOJOTMU U TICMXOCOMATUYECKOI MaTOJIOTHK
Hayuynoro uentpa 3mopoBbsi nereit (MockBa) ¢ auarHo-
3oM: «Cunzpom bekButa—Bunemana, mmTeabHas KIMHUKO-
3JIeKTpoaHIehaorpadpuueckas peMUCCHsT SIIIETITUIECKOMN
9HIIe(hATONaTU MIIAIEHUYECKOro Bo3pacTa (KPUITOTeHHBIM
cuHIpoM Becta)».

Anamue3 xu3Hu. JleBouka ot 2-ii 6epeMeHHOCTH (TIepBast
OepeMEHHOCTh 3aKOHUYMJIACh CPOYHBIMU pPOIAMU, IEeBOYKA,
10 mer, 3mopoBa), MpoTeKaBIIeil Ha (hOHe MMOMBI MATKU,
YTpO3bl TIPEPBIBAHUSI, TOJIOBOKPYXeHUsI, cinaboctu B | Tpu-
MeCTpe, OCTPOU pecIMpaTopHOil MHbeKUMu Ha 35-i1 Hen,
deToIIaleHTapHON HEeIOCTaTOYHOCTH Ha 35—36-i1 Hen Oe-
pemeHHOCTH. Pomer 2-e, cpouHbie, ObICTpBIe, Ha (hOHE M-
NMypajibHOU aHecTe3Wu. 3aKpuyajia cpasy, OlleHKa o IIKae
Arrap 8/9 6amnoB. Bec npu poxnenun 3850 r, poct 54 cMm.
CocrosiHUE TIOCNIE POXICHUS OBITIO YIOBIETBOPUTEIHHBIM.
Hauana nepxatb rojioBy ¢ 1,5 mec, K 4,5 Mec TiepeBopaunBa-
JIaCh CO CITMHBI Ha XKUBOT. Clly4aeB SMWJIETICUM B CEMbE HET.

Anamues 0osesnn. 3a0oJena B Bo3pacTte 6 Mec, KOIjia mo-
cjie BBEICHUST aCCOLMUPOBAHHON KOKITIONIHO-IU(PTEPUITHO-

C

65



66

BECTHUK PAMH /2014/ Ne 9—10

cronoHsyHOM BakiuHbl (AKJIC) cTana 6ecrokoitHoi, TuTak-
CHBOW, HapyIIWJICS HOYHOU coH. Bo BpeMs ceaHca maccaxka
pPOIWTENIN BIEPBble 0OpaTUIM BHUMAHKUE HA TPU CJICIYIOIIUX
IIPYT 3a IPYroM IMapoKcu3Ma B BHIE 3aBeINCHUs IJ1a3 BBEpX,
TIPUTIONHUMAHUS TUIed. B TeyeHre HEeCKOJIBKUX CIIEAYIOIINX
IIHEe 4YacToTa MapoKCH3MOB HapacTtaja, MPUCTYIbI, 00b-
eJIMHEHHBIE B KOPOTKUE CEPUU, OTMEUYAJIUCh B TIEPUOIBI
MPOOYKICHU, BO BpEMsI HOUHOTO CHa U BCKOPE MOCJIE YTPEH-
Hero MnpoOyxneHusi. K MOMEHTY IMepBOi rocrnuTaan3anuu
B Bo3pacTte 7 Mec 4acToTa (hIEKCOPHBIX CITa3MOB COCTaBJIsIa
o 7—10 3a ceputo, 2—3 cepuu B CYT.

IIpn KIMHMYECKOM OCMOTPe OBbLJIO YCTAHOBIIEHO OIepe-
KeHue (U3MYECKOTO pa3BUTHS: MaKpoCOMHUsl (B BO3pacte
7 mec coorBeTcTBUE 10 Mec), OKPYKHOCTb FOJIOBBI — 42 CM.
Ob6pamaiio Ha cebs BHUMaHUE HEOOBIYHOE CTPOCHUE JIMIIA:
BBIMYKJIOCTb TJ1a3, KPYMHasl HVXHSSI 4acTh JIMIA, BbIABM-
HyTasi BIlepe/l YeJI0CTh, HACCUKM Ha MOYKax yIIeil ¢ o0enx
cTopoH. HaGsronaauch BsUIOCTb, CHWXKEHUE IBUTATEIbHON
AKTMBHOCTH, 4YaCTOC BBICOBBIBAHME SI3bIKA, MaKPOIJOCCUSI.
DYHKIIMYU YePerTHbIX HEPBOB COXPAHSUIMCH B TIOJTHOM 00BbEME.
OTMeYeHbI BbIpaXKeHHAasi MBILICYHAs] TUITOTOHUSI, TUIIEPMO-
OWJILHOCTH CYCTaBOB, TUIOCKO-BaJbTyCHasl YCTAaHOBKA CTOII.
Cuna MpIi — 4—35 6ajioB, CyXOXWIbHBIE pedIeKChl BBICO-
KHe, paBHbIE.

B MeXnpuctyrnHble Mepuoabl MCUXOMOTOPHbBIC HABBIKU
ObUIM TPENCTABICHbI YICPXUBAHUEM TOJIOBBI, (GuKcanuen
B3IUISIa, YBEPEHHBIMU MEPEBOPOTAMU CO CITMHBI Ha KHMBOT,
MHTEpecoM K urpymikam. [lalnmeHTka MOTUBUPOBAHHO YJIbI-
Oajach, pearnpoBajia Ha TOJOC MaTepu, HO KOHTAKT ObLI
KpaTKOBPEMEHHBIM, OTMeYalach dMOLIMOHAIbHAS MCTOIAC-
MOCTb, JaOUIbHOCTh. Peub OblIa cchopMupoBaHa Ha ypOBHE
MPOM3HECEHUS OTAEbHBIX 3ByKOB.

IIpu peHTreHOJIOrMYecKOM HCCJIENOBAHHU ObLIO YCTaHOB-
JIEHO OTIepeXeHUe KOCTHOTO Bo3pacTa (B 7 MeC COOTBETCTBUE
9—10 mec). Ilpu nposeneHun BUAeo-DD[-MOHUTOPUHTA BO
BpeMs 6oapcTBoBaHUsl B ODI GoapcTBOBaHMST ObLT OOHApPY-
XKEH MaTTEPH KJIACCUYECKOW CUMMETPUYHOU TMIICAPUTMMUHU,
BO BpEMs CHa NEPUOIUYECKU OTMEYaJiCda MaToJIOrMYEeCKUM
NaTTepH BCIbIIIKa—IoaaBieHue. MdparMeHT 3amucu 6omap-
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CTBOBaHUs mpeacTaBieH Ha puc. 1. [Ipu npobyxneHuun 3a-
perucTpupoBaHa cepust U3 12 KOPOTKMX MapOKCU3MaIbHbBIX
SMU30/I0B B BUJIE JIETKOTO KMBKa TOJIOBOIA, MPUITOAHUMAHUSI
mwied. [lpuctynamM cooTBeTCTBOBaM WKTadbHble DI -mat-
TepHbI B Buje Aubdy3HON MEIIEHHON BOJHBI C TTEPEXOI0M
B 1 HY3HYI0 HU3KOAMITTUTYIHYIO OBICTPOBOJHOBYIO aKTUB-
HOCTb C aMIUTUTYIHBIM aKIIEHTOM B IIEHTPAJIbHO-BUCOYHBIX
OTHeNax UIMTEIbHOCTBIO 1—2 ¢, YTO TMO3BOJIWIO PACICHUTh
NAaHHBIE TAPOKCU3MBI B paMKax SMWICNITUYECKUX TIPUCTYIIOB
mo Tumy (IEeKCOPHBIX MHGMAHTWIBHBIX cra3moB. [Ipucryr-
HbI DOT -TIaTTepH NpeacTaBiieH Ha puc. 2.

IIpu marautHO-pe3oHaHcHOil Tomorpaduu (MPT) ronos-
HOTO MO3Ta ObUIM BBISIBJIEHBI MIPU3HAKKN CTPYKTYPHOI He3pe-
JIOCTU;, KJIIMHUYECKU 3HAYMMBbIX HapyIIeHUH liepeOpabHOI
CTPYKTYpPBI HE OOHAPYKEHO.

Ha ocHoBaHWM KIMHUYECKUX MTaHHBIX W DPE3yIbTaTOB
MapaKJIMHUYECKNUX METOMIOB MCCIIEIOBAHUS TIAIIMEHTKE ObLT
TOCTaBJIEH [UAarHo3: «DMWIenTruieckasi 3HIedanonaTus
MJIIEHYECKOT0 Bo3pacTa (KPUIITOTeHHBIN cuHApoM Becrta)».
C 1IeJTbI0 KOHTPOJIS SMIJIENITUYECKUX MPUCTYIIOB Ha3HAYEHO
TMPOTUBOCYAOPOXHOE JIeYeHWEe — TIpernapaT BaJbIIPOEBOI
KUCJIOTHI B Karuisix u3 pacyera 20 mr/kr B cyT. Ha done se-
YeHUs] B TeUeHUe 2 HeJ OTMEYau YXYAIICHUE COCTOSHUS:
yYBEJIMYCHUE YWCTA U JJIUTEIBHOCTH Ccepuil MH(MaHTUIBHBIX
crma3moB. HabGmiomanu ere OONBLIYIO BSUIOCTh, aAWHAMUIO,
CHIDKEHME SMOILMOHATBHOCTH.

HeaddekTnBHOCT, TPOTHMBOCYIOPOXHON Tepamnuwu,
a TakXke Haluyue y OOJbHOW CUMIITOMOB, XapaKTEPHBIX
TSI TEHETUYECKOH MaTOJIOTUU, TTOCTYXWJIA OCHOBAaHUEM ISt
JATbHEMIIIEero AMarHoCTUYECKOro rnowvcka. beiio mposeneHo
JOTIOJTHUTEJIbHOE 00CIeoBaHUE C 1IeJIbIO0 BBISIBICHUS TeHe-
TUYECKON MATOJOTMU: CONEpKAaHUE JIaKTaTa B IJla3Me KPOBU
okazasioch paBHbIM 2,052 (Hopma 0,90—1,80), cooTHOIIEHUE
nakrat / nupyBatr — 17,843 (Hopma 12—18), comepkaHue
aMMHOKHUCJIOT M OPraHMYecKUX — B Ipelesax BO3PacTHOM
HopMbl. MICKITIOUEH HEeWpOHAIbHbBIM LEPOUIHBIN Jaunodyc-
uuHo3 I u I Tuma.

BbL10 MpoBEacHO MOJIEKYISIPHO-TeHETHYECKOE MCCIeI0Ba-
HUEe METOJIOM METUJIYYBCTBUTEIBLHOM MOJUMEPA3HOU LIETTHOM
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Puc. 1. [Naumentka Y.A, 7 mec. DBT 601pcTBOBaHUS: TTATTEPH KJIACCUYECKOW TUITCAPUTMUM.
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Puc. 2. IMaumentka Y.A., 7 mec. UkranbHbiii DB -natTepH B Buae audby3HON MeIJIEHHOI BOJIHBI C TIepexoaoM B AMpdhy3HYI0 HUZKOAMILIN-
TYIHYIO OBICTPOBOJIHOBYIO aKTUBHOCTD C aMILTUTYIHBIM aKIIEHTOM B LIEHTPAJIbHO-BUCOYHBIX OTAEIAX ITUTEIbHOCTHIO OKOJIO | €, KIMHUYECKOe

CcOoOTBETCTBIE — (hIIeKCOPHBIN MHGDAHTUIBHBIN CITa3M.

peakuuu paitona IGF2, MukpocaTesIMTHBIN aHaIn3 JTOKYCOB
D 118860, D 11S922. O6HapyxeHO HapylIeHHe METUITMPOBa-
Hus IGF2 H19, KoLQT (LITI).

Ha ocHoBaHMM KJIMHMYECKOW KapTUHBI M JaHHBIX MO-
JIEKYJISIPHO-TEHETUYECKOTO MCCIe0BaHUsI ObLI YCTAaHOBJICH
reHeTuuYecKuii nuarHos: «Cunapom bekButa—Bunemana».

Jleuenne. B CBSI3U C TSKECTBIO COCTOSIHUSI B OTHOLIEHUU
SMUJIETICUM ObI MPOBEAEH Kypc TOPMOHOTEpamnuu Mpe-
napatoM TeTpako3akTua. OZHOBPEMEHHO C HAayaJoM Top-
MOHOTEpAIlMM Ha3HAauyeH IpYyroi Ipenapar BajlbIIPOEBOM
KUCJIOTHl B (popme cupomna. Ha ¢oHe sneyeHust npuctymnsl
MPEKPATUINCD.

B Bo3pacte 9 mec, uepe3 2 Hel Mocie OKOHYaHUS Kyp-
ca TOpMOHOTepanMu M Ha (OHe JIeYeHHUs] BalbIIPOATOM
B I103€ 25 MT/KT B CyT, BHOBb 3apEeTrMCTPUPOBAHO MOSIBJIICHNUE,
a 3aTeM HapacTaHWe YUCJia MPUCTYIOB: CepUU MHGMAHTUIIb-
HbIX CIa3MOB CTaJM elle 0osee IIUTeTbHBIMU, YeM 10 Ha-
yaja pemuccun, — 10 30—60 crnaszmoB 3a cepuio. CriasMmbl
BUJIOU3MEHWINCH: OTMEYAJIOCh BOBJIEYEHUE MBIIII] KOHEU-
HOCTEM, W3-3a 4ero HaOJIOald HE TOJbKO MPUIOIHU-
MaHue TUled, HO U pe3Koe pa3BelieHue PyK U MpUBEICHUE
COTHYTBIX B KOJIEHSIX HOT K XMBOTY (cMelnaHHas (opma
crasmoB). Poauteneii 6ecroKOWJIM TakxkKe BSUIOCTb, He-
KeJaHue pebeHKa KOHTAKTUPOBATh, OTCYTCTBME HOBBIX
HaBBIKOB: B Bo3pacte 9—10 Mec meBoYKka He cuiena, He
1moJjizaja, peyb Oblja MpeAcTaBlieHa OTASJbHBIMUA 3BYKaMHU,
JIereT OTCYTCTBOBAJ, MAllMEHTKA He MPOsIBJsiia M0JKHOTO
MHTepeca K urpyiikam. [1o3a BajibrpoaTa ObUia MOBBILIEHA
no 35 Mr/kr B cyt 6e3 ocoboro addekrta B OTHOLIEHUU
TMPUCTYTIOB.

Tlocne 1 roma XW3HU TPU TMOBTOPHOM TOCTIUTATM3ALIUU
B CXeMy JIeYeHUsT ObUT BKITIOUEH Torupamat B no3e 0,5 mr/kr
B CyT. B oTBeT Ha BBeIeHMe TonMMpamara JIMHAMUKHU MTPUCTY-
MOB OTMEYEHO He ObUTo, HabJIoaaIach ajulepruyeckasi peak-
1M1 B BUJIE TUTIEPEMUM, TIAMYJIe3HOM ChIITU Ha KOXe JIMIIa, OT-
Mevaiach HeOJIHOKpaTHast pBoTta. M3-3a pa3BUTHST MOOOYHBIX
2¢hdeKTOB npenapat ObLT OTMEHEH.

ITpu nuHaMuyeckoM BUIe0-DD[-MOHUTOPUHIE OTMEUe-
HO OTCYTCTBME (DU3MOJOTMYECKUX PUTMOB OOAPCTBOBAHUS,
cnabast nuddepeHIIMPOBKa CHa OT OOIPCTBOBAaHUSI, TOMU-
HUupoBaHue ANdGY3HON BBICOKOAMIUIUTYAHON MeEIJIEHHO-
BOJIHOBOI aKTMBHOCTU B COYETAHUU C SMUIENTU(HDOPMHBIMU
KOMIUIEKCaMU, MPEICTaBIEHHBIMU IO BCEM OOJIACTSIM KOPBI
(runcaput™Musi) B D3OI cHa U 60APCTBOBAHUS.

Bbi1o MpUHSTO pelieHre O CMEHe TaKTMKU TMPOTHBO-
cynopoxHoro JiedeHust. K 1 rony 4 mec Xu3Hu mnpernapat
BJILITPOEBOI KMCIOTHI ObLJT TTOJHOCTBIO BBIBEIEH U3 CXEMBbI,
B JIeueHWE BKJIIOUMIM HUTpasenam u3 pacuera 0,7 Mr/Kr
B CYT, a TakKXe KOMIUIEKC MeTabOoJMYEeCKOil Tepanuu
(L-xapHUTHH, HUKOTMHOBAs KUCJI0Ta, K1uciaopon). Ha atom
¢oHe yepe3 | Mec ObUIO 3aperMcTPUPOBAHO YMEHbIIECHUE
4yacToThl mpuctynoB no 1 cepuu B cyr, 7—10 npuctynos
B CEpUM, OTMEYAIUCh TMO3UTUBHbIE CABUTU B TCHUXOMO-
TOPHOM pPa3BUTHU: JeBOYKa MpPUOOpesa HOBbIE HABBIKU
(caMOCTOSITEILHO Caauiach, MHTEPECOBAJIACh UIPYLIKAMU,
MPOU3HOCWIA OTHEJbHBIE CJIOTU, cTaja OoJiee IMOLMO-
HasbHOM). [Ipn Bumeo-DDI-MOHUTOPUHTE OTMEUYEHO WC-
YE3HOBEHME TUIICAPUTMHU, PEIyKIUS SIICITTU(HOPMHON
akTUBHOCTH B DDI 0G0ApcTBOBaHUS, TOSIBICHUE TpPeE-
LIECTBEHHUKA O-puTMa 4yactotoil 5—6 I'u. B DDI cHa
MOSIBUINCHh (hU3UOJIOTUYECKHE TAaTTepHbl CHA — BEPTEKC-
noreHmansl, K-komruiekesl, BepeteHa cHa. OnmHako B O9T
CHa MO-TIPEXHEMY PETUCTPUPOBAJIACH MYTbTUPETUOHATbHAS
snuiaenTudopMHass akKTUBHOCTh. C 1eJbl0 ONMTUMU3ALUYN
Tepanuu ObUIO TIPUHSITO pElleHWe O BBEICHUM Tperapara
neerupanerama. C 1-ii Hem mpueMa Tpemnapara B 103€
2,5 MI/KT B CyT OTMEYEHO BBIPaKEHHOE BO30YyXIeHUE, ya-
cTeiii Tutad. [locie oTMeHBI JieBeTHMpaleTaMa HacTPOEHUE
HOpMaJn30BaJioch. Tepamnus Oblla TPOAOIKEHA B TIPEXXKHEM
obobeMe. Ha aToMm (hoHe Obla 3aperncTprpoBaHa KOpPOTKast
peMuccusi: B TedyeHue 2 Hel TPUCTYNOB He ObUIo. 3arem
OHM TIOSIBWJIMCh U BO3HUKAJIU, KaK U TPEXKIe, eXKETHEBHO,
no 1 cepuu u3 7—10 MPUCTYIIOB, BCKOpPE ITOCIe YTPEHHETo
TIPOOYKICHMSI.
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Bo BpeMsl MIaHOBOI rocrUTaIM3alMy B BO3pacTe 2 JieT
Obl1a TMpoBedeHa 3aMeHa HUTpa3ernaMa Ha KJoHaszeram.
Ha cdone npuema kioHazenama B qo3e 0,07 Mr/Kr B CyT Ipu-
CTyIBI KynupoBasiich. Ha DD nmpu 3TOM coxpaHsiiach amu-
slenrTuhopMHasi aKTUBHOCTb BO BpeMsi cHa. PekomeHmoBaH
npueM OeH30[ua3enMHa B COYETAHMU C METaboJMYeCcKOit
Teparnuein.

[Mpu MOBTOpPHOUM TrocnmUTaIM3aALUKU depe3 6 Mec OT-
MeueHa CTOWKasi KJIMHWYEeCKas PEeMUCCHSI B OTHOIIEHUM
WHOAHTWIBHBIX cria3MoB. Habitomanachk MOJIOXUTENbHAS
IWHAMWKa B TICUXOMOTOpHOM pa3Butuu. K 2,5 rogam ma-
IIMEHTKA CaMOCTOSITEJIbHO XOjauia, Oerajia, YJIydIIuiIcs
BepOabHBIII KOHTAKT C OKPYXXaOIIMMHK, pedb OblIa Mpe-
cTaBJieHa HECKOJIbKUMU KOPOTKUMU CIIOBAaMHU, IEBOYKA TTO-
HUMaJja MpocTbie MHCTpYKIuu. B DD 6oapcTBOBaHUS N0-
MWHUPOBAI TIPEAIIECTBEHHUK O-pUTMa YacTotoi g0 7 .
B B3I cHa ogHOKpaTHO OBLT 3apeTHCTPUPOBAH ITUDDY3-
HBII pa3psn SNuaenTudOPMHON aKTUBHOCTU B CTPYKTYpe
(usmonornyeckoro maTrepHa cHa (SMUICTITU3UPOBAHHBII
K-xomrurexc).

B nmanpHeiieM mpUCTYIIBI HE TIOBTOPSUIMCH, B TEUCHUE
rojia TPOBOAMIIOCH MMPOTUBOCYAOPOKHOE JieUeHNE KIIOHa3e-
MaMoM, a Takke MeTabonmueckasi Tepamusi. B MOBTOPHBIX
OBT-uccnenoBaHUSIX MATONIOTMYECKON aKTUBHOCTU He 00-
HapyxeHo. K Bo3pacty 3,5 JeT KiIoHa3ernaMm ObLT MOJTHOCTHIO
OTMEHEH.

B HacTosiiiee BpeMsi 1eBouke 7 JIeT, pa3BUBaeTCs B Du-
3MYECKOM OTHOILIEHWU C OTEpeXeHNEeM CBEPCTHUKOB, TOTO-
BUTCS K TOCTYIUIEHUMIO B IIKOJY, UHTEJUIEKT COOTBETCTBYET
Bozpacty. @oHOBast aKTUBHOCTb CHA U OOJPCTBOBAHMST COOT-
BETCTBYET BaPUAHTY BO3PACTHOI HOPMBI.

OocyxaeHue

Y npencraBieHHOW HaMM MAalUMEHTKM C CUHAPOMOM
bexkButa—Bunemana (CBB) teuenue cunnpoma Becra (CB)
XapaKTepU30BaJIOCh YCTOMYMBOCTHIO K TMPOTUBOIMUIETITH-
YecKOM Teparnuu, B T.4. C IPUMEHEHUEM TOPMOHOB U TTOTIBIT-
KaMU MPOBeIeHNsI KOMOMHMPOBAHHOW aHTUAMMICITUYECKOM
Teparnuu.

B nutepatype nponoyikaioT oOCyXAaTh BOMPOC O CBSI3U
neboTa MHGAHTWIBHBIX CMa3MOB C BBEICHHUEM BaKI[MHbI
AKJZIC. JleiicTBUTENIbHO, HEKOTOpPbIE aBTOPbI YKa3bIBAIOT,
4TO B psifie ciydaeB BakiMHaius (B yactHoctu, AKIC) mMo-
KET SIBJISITBCSI MPOBOLIMPYIOIIUM (haKTOPOM MHMDAHTHIBHBIX
cna3MoB. OHAKO, MO COBPEMEHHBIM JaHHBIM, TaKasl CBSI3b
SIBJISIETCSI CIyJallHOW M HE MMEET MPUYNMHHO-CJIEICTBEHHOTO
xapakTtepa [5].

Heo06xonmnMo nMeTh B BUJLY, UTO LIEJTbIO JICUCHUS TTallUeH-
ToB ¢ CB sBiIsIeTcsl He TOJIBKO KyNMUPOBaHUE TIPUCTYIIOB, HO
U OJIOKMPOBAHWE WHTEPUKTAIBHOW MPOIODKEHHOM SITHIIETT-
TH(HOPMHOM aKTUBHOCTU Ha DD, 4To MMeeT 0cOOYI0 3HAYM-
MOCTb JJIsI TIPEIOTBPAILIEHUS BEIPAXKEHHOM 3aIePXKKHU ITCUXO0-
MOTOPHOTO pa3BUTHS AeTeil. Bce 3To muKTyeT He0OOXOMUMOCTh
panHero u Hauboee apdexkTuBHOTO NeueHust CB [5, 9].

[penaparer BbIOOpa mpu cuHIpoMe Becta BapbupyloT
B Pa3JIMYHBIX CTpaHaX: CTEPOUTHBIE TOPMOHBI — B CKaHIuU-
HaBuu u CIIIA, Burabarpu — B 3amagHoii EBpore, BbICOKMe
N03bl MPUIOKCUHA (BUTaMUHA Bg) 1 MMMyHOTIOOYIMHbBL —
B Slmonum, Bajbrpoarsl — B Poccuu. B Hacrosee Bpe-
MsI TIOJABJISIIONIEE OOJBIIMHCTBO HEBPOJIOTOB CKIIOHSIOTCS
K aJbTepHATMBHOMY BbIOOPY TiepBoro mperapara npu CB:
cTepou bl WK BUrabatpuH (mocieaHuii npenapar B Poccuii-
ckoii Denepaunu He 3aperucTpupoBan) [5].

B namem cnyyae peKoMeHOOBaHHAs Tepamnusl Bab-
MMPOaToM B KauyecTBE MOHOTEPATIUM B CpeIHETepaneBTuye-

C

CKMX 1103aX HE TOJIbKO He TIpuBeJia K YJIYYIIEHUIO COCTO-
SIHUST TIALIMEHTKM, HO W BbI3BaJia arrpaBallvio MPUCTYITOB.
Ha doHe neyeHus1 oTMevyajgach OCTaHOBKa B MpuodpeTe-
HUM HOBBIX HAaBBIKOB, TOSIBWJIMCH BSIJIOCTb, aTWHAMMUSI.
Ha D3I Ha ¢doHe jedyeHUsT BaJIbIIPOATOM COXpaHsSIACh
TUTICAPUTMUSI.

[To maHHBIM JIUTEPATYpBI, TOCTOMHCTBOM BaJILIIPOATOB
SIBJISIETCSI BO3MOXHOCTh WX KOMOWHUPOBAHUS C JAPYTMMU
AHTUATWIETITUIECKUMHU TperapataMyd UJId TOPMOHAMM ISt
ycuneHust addexTuBHOCTH JedeHus [5]. OmHako B Hallem
cilydae Kypc TOPMOHOTeparnuu (TeTpako3aKTUI) B COYCTAHUH
C IPYTUM BaJIbIIPOATOM OOECTIeUNIT JINIIb KPATKOBPEMEHHYIO
PEMUCCUIO, a TIOBBIIIIEHUE O3Bl Bajblpoata Bhile 30 Mr/Kr
B CYT BHOBb NpPUBEJIO K arrpaBalliyd MPUCTYIOB. Bo3Mox-
HO, KypC TOPMOHOTEpAnuu ObLT HEIOCTATOYHO TPOMOJIKU-
TEJTbHBIM, W OoJiee JTUTEebHOe TIPUMEHEHNE TOPMOHATBHO-
TO TIperaparta MOTJIO Obl OKa3aTh IMOJIOXUTETbHBIN ¢ dexT
B OTHOIIIEHNUU TIPUCTYNOB. OTHAKO B HAIIEM CJTydae JUTATEb-
HOCTb Kypca NIPpUMEHEHUsI TOPMOHOB ObUTa OrpaHWYEHA pU-
CKOM MMMYHOCYTIpeccuy Ha (hoHe JIeYeHUS, T.K. JIJIsT OOJIbHBIX
¢ CBB He uckiovyaercss HaTM4Me M3Ha4aJIbHO OCIa0JIeHHOTO
VMMYHUTETA.

B paspese HeiipocdhapMaKoOIOTMUECKUX W HEMpoXuMmde-
CKHMX acTeKTOB OIMMCBIBAEMOrO Ciydyass HEoOXOOMMO TakKxKe
WMETh B BUIY, YTO BAJIBIIPOEBasi KUCIOTA U €€ TIPOU3BOIHBIC,
WHTUOMPYST OKUCJICHWE KUPHBIX KUCIOT, MOTYT TPUBOIUTH
K HapylIeHUIO TTIOKOTeHe3a U BTOPUYHOMY AepULIUTYy Kap-
HUTHHA. Takoil MexaH13M arrpaBalliy MPUCTYTIOB BOZMOXEH
y nmauueHTa ¢ CbB co CKJIOHHOCTBIO K TUTIOTJIMKEMUU.

C oTOif TOUKM 3peHusl clenyeT paccMaTpuBaTh IOJO-
KUTENbHBIN 3 dekT Tepanuu OeH3omamasenuHamu. Kak
U BaJbIpoaThl, OEH30AMA3ENNHbI MPUBOIAT K IMOBBIILIEHUIO
coiepxxaHus Y-aMuHoMacastHHou Kuciotel (TAMK) B moct-
CUHANTUYECKOi MeMmOpaHe, OIHAKO MeXaHU3MBbI JeHCTBUS
STUX [JBYX TPYNI aHTU3MUJIENTUYECKUX TMpernapaTtoB pas-
JIMYHBI: MoBbllIeHUe KoHueHTpauuu [TAMK nocturaercs
BaJIbIipoaTaMu uepe3 uHruouponaHue FTAMK-tpaHchepasbl,
a OeH3omMa3eNnMHaMu — TyTeM BO3ICMCTBHUS Ha crieludu-
yeckue (O6eH3oauasenuHoBble) peuenTopsl. [1pu 3TOM OeH-
30/IMa3eMHbI He 00JIaaloT HEraTUBHON aKTUBHOCTBIO B OT-
HOIIIEHUH TJIIOKOTeHe3a U, CJIeNoBaTeIbHO, HE MPOBOLIMPYIOT
TUTTOTJTUKEMMUIO.

[TonbITKM KOMOMHMPOBAHHOM Tepanuu (BajJbpoar + To-
MUpaMaT, HUTpas3enam + JeBeThpaleTaM) oKa3aauch Heyaau-
HBIMU M3-3a BBIPAXKEHHBIX MTOOOYHBIX 3(P(HEKTOB ToMmMpaMara
M JIeBeTUpalleTaMa, MPOSIBUBIIMXCS B 000MX CIIydasix Ha Tare
TUTPOBAHUSI T03bI.

B ycnoBust HeadbdekTHBHOM Tepanuu Ha hoHe epCrUcTr-
pPOBaHUST TIPUCTYIIOB y OOJIBHOM HaOJI0IaIach BhIpakKeHHas
3a/epKKa TICUXOMOTOPHOTO pa3BuUTHsl, Ha DD[ mauTensHO
COXpaHsUIUCh 3NuienTudopMHbie M3MeHeHUs1. HecmoTpst
Ha 3TH (DAKTOPHI, K 2 TOIaM HACTYITWJIA ITOTHAsT KITMHUYecKasl,
a K 2,5 ronam — MoJjiHasl KIIMHUKO-3JIeKTposHIIedarorpadu-
yeckast pemuccust CB. TsokecTb TeUeHMs SMTUISTICUN U Pe3U-
CTEHTHOCTb K TTPOTUBOCYIOPOXKHOI Teparuu, ¢ Halleil TOUK1
3pEeHUs, MOTYT OBITh OOBSICHEHBI META0OJTMYECKUMU Hapy-
IeHusaMu, XxapakrepHbiMu 111 CBB. BraronpustHeril ucxomn
CB, 1o HaireMy MHEHUIO, ObUI CBSI3aH C (DM3UOJIOTUIECKUM
po1eccoM (PYHKITMOHAIBHOTO CO3PEBAHUST KOPHI TOJIOBHOTO
MO3ra MalUeHTKU. B onTtuMusanmu qaHHOTO TMpoiiecca Bax-
HYIO POJIb ChITpaJla palluOHATbHAsT MeTaboInIecKas Teparnmusi,
KOTOPYIO PETYJISIPHO Ha3HAvYaIu OOJIbHON B TEUEHUE UTUTETb-
HOTO BPEMEHH.

B nuTepaType CylIecTBYIOT OMMCAHUSI CAMOCTOSITEIbHOM
pemuccun CB k 3 rogam xusnu [5]. Onnako y 55—60% ne-
Teil WH(AHTUIBHBIE CIMAa3Mbl JBOJIOIMOHUPYIOT B ApPY-
TOl SMUIENTUYECKUN CHUHIPOM, HAMpPUMEp B CUHIPOM
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Jlennokca—T'acto [5, 10]. Cienyer MOMHUTB, YTO Iaxe Mpu
0JIarOTNPUSITHOM JICUEHUM TTPUCTYTIOB, TPOTHO3 B OTHOLLIEHUM
IICUXOMOTOPHOTO Pa3BUTHsI HE Bcerma ObIBaeT OJiarornpu-
STHBIM. TOJNIBKO y 5—12% TMalueHTOB HE OCTAETCsl IICUXOMO-
TopHoro nedunmrta [S]. B Hailem ciydae 3agepxka MCUXO-
MOTOPHOTO pa3BUTHSI ObUIA YCITEIITHO TIPEOI0JICHa, K 4 roaM
MalKeHTKa 10 MHTEJUIEKTYaJIbHOMY U PEYeBOMY Pa3BUTHUIO HE
yCTyIajia CBOMM CBEPCTHUKAM.

Crieiyet MoayepKHyTh, YTO OOMEHHbIE HapYIIEHUS, 00Y-
CJIOBJICHHBIC HAJTMYMEM HaCJICJICTBEHHOW TaTOJIOTUY (B JaH-
HoM ciaydae — CBB), He ABsIICh HETTOCPEACTBEHHOM TTPUIH -
Hoit CB, 0e3ycI0BHO, YCYIyOJISIOT €ro Te4eHue. DTO HYXKHO
VUUTHIBATh TIPU OIPEACICHUN TAaKTUKHU JICUEHUS NaHHOM
KaTeropuu O0oJbHBIX. HeoOxonuMbIM, MO HallleMy MHEHUIO,
SIBJISIETCSI COUETAHUE MATOreHETUYECKOTO JICYSHUST aHTUDITU-
JIETITUYECKUMH TIperiapaTaMy U pallMoHaJIbHON MeTabode-
CKOM Tepanuu.

3akjouenue

B 3akjioueHUM Mbl CYUTaEM HEOOXOIMMBIM OOpaTUTh
BHMMaHME Ha CiIydau HeA0CTaTOUHON 3(PPEeKTUBHOCTH Jieue-
HUS cuHAIpoMa Becra mpoTrBOCYI0POXHBIMU TperiapaTaMu.
TakuMm TamueHTaM BaXKHO KaK MOXHO paHbIIe MPOBECTH
KOMILJIEKCHOE 00cCJjeloBaHue, HarpaBJIEHHOE Ha oIlpejesie-
HUE TEHETHMYECKOI MaTOJIOIMU, SIBJISIOIIEHCS BO3MOXKHOM
MPUYMHON MeTaboJIMYECKUX PACCTPOMCTB, YCYTYOJSIOMINX
TeUEHUE SIUIICTICUN.

KondumkT uarepecos
ABTOpBI TaHHOW CTAaTbU IOATBEPOWIN OTCYTCTBHE (hU-

HaHCOBOW MOMIEPKKN / KOH(IMKTa UHTEPECOB, O KOTOPBIX
HEOOXOIMMO COOOIIUTh.
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