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Cayuaii coueTanusa cuaapoma bekBura—
Bugemana ¢ cuaapomoMm Becra

Cundpom bBexeuma—Budemana 3muonoeutecku c8a3aH ¢ 2eHemMuuecKuMu / dnueeHemu4ecKkumu Hapyuenusmu peeyasyuu pocma. llpeonosacaemas
NOKAAU3aUUs OGHHbIX Hapyuwenuii — Kopomkoe naewo xpomocomst 11 (11p 15.5). Eeo pacnpocmpanennocms cocmaensem 1:13 na 700 Hosopoxc-
Oennvix. Cundpom Becma siensiemes 603pacm3agucumviM SNUAENMUYECKUM CUHOPOMOM, OMHOCAUWUMCS K epynne MAAOeHYecKux SnUnuAenmu4ecKux
SHYearonamuil U XapaKmepuzyrouuiics mpuadoil OCHOBHbIX CUMAMOMOS: CepUIMU UHDAHMUABHbIX CNA3MO8, 3A0ePIUCKOU NCUXOMOMOPHORO PA38U-
Musi U BbIPANCEHHBIMU NAPOKCUBMANLHIMU USMEHEHUSMU HA 1eKmposHyedarocpamme. 3aboreeaemocms cunopomom Becma ouenusarom e 1 cayuaii
Ha 2000—4000 Hosopoxcdennvix. B cmamve npedcmagneHo onucanue pedkoeo KAUHUYECK020 CAVHMAA: covemanus cunopoma bexeuma—Budemana
¢ OOHUM U3 8APUAHMOB INUNENMUYECKOl IHUeDaronamuu Maadenueckoeo go3pacma — cuhopomom Becma. I[lpuseden nodpobnuiii paszdop meuerus
Oone3HU, NPOAHANUZUPOBAHA MAKMUKA AHMUINUAENMUYECKOU Mmepanuu, NOKA3aHa ee CA0JNCHOCHb 8 YCA08UAX MemaboAuvecKux HapyuleHuil, o0y-
CN0BAEHHBIX HaauuueM y O0AbHOU ceHemuueckozo cunopoma. OmpadiceHvl pe3yibmamsl OAUMeAbHO20 KamamHesa. Haarocmpayuu npedcmasasom
€000l (hpaemerHmbl HAMUBHBIX INEKMPOIHYeDaN0epamm 6 nepuod paszeapa cunopoma Becma u na gone daumenvroii pemuccuu. I1odpobHo onucwieas
KAUHUMECKUL CAYHail, A8MOPbl CONOCMABASIIOM NPUBLOCHHbIE UMU CEe0CHUSs C UMEIOWUMUCT OGHHBIMU Aumepamypel. B cmamve makace npedcmasnenvi
npakmuuecKue peKoMeHOauUU no PAHHEMY BbIA6ACHUI0 MeMAb0AUMeCKUX paccmpoicme y nayueHmos ¢ SnUAenMUMeckumMu SHyedaronamusmu mia-
Oenuecko2o 6o3pacma. Ilomumo anmusnuienmuuecKux npenapamos, agmopsi NPedaazarom 6KAIHAMs 8 KOMHAEKC mepanuu maxKux 001bHbIX 0053a-
MeAbHYI0 Memaboau1ecKyo KoppeKyuio.

Karoueente caosa: cunopom bexeuma— Budemana, cunopom Becma, unghanmuavhoie cnamot, eudeo-331-monumopune, cunapummus, anmusnuien-
muveckasi mepanus, memaboauueckas mepanusi.

(Becmnux PAMH. 2014; 9—10: 64—69)

Beenenne

Cunnpom bekBura—Bunemana (Beckwith—Wiedemann)
ObUT BriepBbie omucaH B 1964 r. Ero pacrnpocTpaHeHHOCTb
coctapysieT 1:13 Ha 700 HOBOPOXKIEHHBIX. YETKOTO pa3inuus
MPEACTABIEHHOCTU JAHHOTO CUHAPOMA Y I€BOYEK U MaJIbUl-
KOB He OTMeueHoO [1—4].

DTronormdecku cuHApoMm beksura—Bunemana (CBHB)
CBSI3aH C TEHETUYECKUMM / DIMUTEHETUISCKUMU Hapylle-
HUSMU pEryjsiiMyi pocTa, Mpearnojaraemasl JoKaJau3alus

MAaHHBIX HApyIIeHWU — KOPOTKOE IIIeY0 XPOMOCOMBI 11
(11p 15.5) [2—4].

KimHudeckn cuHIpoM XapakTepusyeTcsi BapuabeTbHBI-
MU TIOTMOPTaHHBIMU HAPYIIEHUSIMU, YCJIOBHO BBIIETIEHHBIMU
B TPYMIIBI GOJBIINX W MaJbIX KputepueB. K GombimmM Kpu-
TEPUSIM OTHOCATCS Ae(eKThl TiepeaHeil OpIONTHON CTeHKU
(TpBIKa MyMOYHOTO KaHATUKA), MAKPOTJIOCCHS, MAKPOCOMUS,
CKJIAIKM MOYEK VIIHBIX PAaKOBWH (OXHOCTOPOHHUE U [BY-
CTOPOHHUE), BUCILIEPOMETanus (M30JMPOBAHHOE WM COde-
TaHHOE YBEeJIUYEHNE OPTaHOB OPIONTHO MTOJIOCTH, HATIpUMEP
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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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TIeYeHU, TIOUKH / TIOUEK, CeJIe3eHKHU, TIOIKETyIOTHOM KeTe3bl
WY HAATOYeYHUKOB), SMOPUOHABHBIN TyMOp, TeMUTHUIIEP-
TJ1a3us, ITUTAOMETaTsT KOPBl HAITOYeYHUKOB Y Tutonia (mud-
(y3Has wiu OunatepanbHasi), HapylieHUus: GyHKIUMU MOYEK,
BKJTIOUAsT MEIYJUISIPHYIO AUCTUIA3UIO, a TAaKKe BOJYbS ITACTh,
ceMeliHast uctopust cuHapoma. K MaasiM KpuTepusiM OTHOCSIT
MHOTOBOJIM€, YBEJWYEHME IUIAlleHThI, UCTOHYEHUE ITyTOod-
HOTO KaHaTHKa BO BpeMsT OEpEeMEHHOCTH, MPEeXIeBPeMEHHOE
HavyaJio POIOBOI NESATEIbHOCTH, HEOHATATbHYIO TUIIOTJIUKE-
MWIO, HEBYC, KapIUOMETAJINIO / CTPYKTYpHBbIE KapaualbHbIe
HapylieHus / KapANOIaTHIO, XapaKTepHbIe YePThI JTUTIA (BbI-
MyKJIOCTh TJIa3 C TIONTJIA3HUYHOM CKIIQJKOM, TUITOTIIA3Us
CpemHell 4yacTH JINIA B COYETAHWU C yBEJTMUECHUEM HUXHei
YacTU JIMIIA, BBICTYTAIONIAsT HUKHSISI YeTIOCTh), He3apalle-
HUE TiepeaHell OpIONIHON CTeHKH, OlepexkeHue KOCTHOTO
BO3pacTa.

[MpuHATO cunTaTh, YTO HATMYME TIO MEHBIIE Mepe Tpex
OOJBIIUX WJIM NBYX OOJNBINNX W OMHOTO MAJiOTO TIpU3HAKA
MOXET CITy>KUTh OCHOBAHUEM JIJISI TOCTAHOBKU KIIMHUYECKOTO
nuarHosa CBB [1, 3, 4].

B psane ciaydaeB mpu CBB Habmomaetcss mmmyHonedm-
LIUTHOE COCTOsIHWE, B 5% ciyyaeB MMeeTCsl CKIOHHOCTh
K pa3BUTHIO 3I0KAYECTBEHHBIX OTTyXOJIeil (omyxois Bubmca,
paK HaIImoYeYHUKoB). Kak mpaBwiio, cuxmieckKoe pa3BuTue
MaIMeHTOB COOTBETCTBYeT Bo3pacTy. Cpemuwt HeBposiorude-
ckux cumnrtomMoB CBB oTMeualoT HeoHaTaIbHBIE CYIOPOTH,
TMPUINHON KOTOPBIX 3a4acTylO SIBJISIIOTCS TUTOTIMKEMUYe-
CKUE COCTOSTHUSI, OOYCJIOBIIEHHBIE YCUIIEHHBIM 00pa30BaHM-
€M MHCYJIMHA TUTIepTPOMUPOBAHHBIMYU KJIETKAMKM OCTPOBKOB
Jlanrepranca. B nmutepatype yka3aHo Ha TO, YTO TMIIOTJIUKE-
MUWYECKHe CyToporu pas3uBaioTcs y aereit ¢ CBB mo meHb-
meit Mepe B 50% ciydaes [3]. Cynoporu Jierko KyMmupyloTcst
TPY CBOEBPEMEHHO YCTAHOBJICHHOM IMAarHo3e U Ha3HAYeHUH
COOTBETCTBYIOIIEH MeTaboTMIecKoil Koppekimu. Ecimu rumno-
TJINKEMUST OCTaHEeTCsI HePacTIO3HAHHOM, OHA MOXKeT IMPUBECTH
K YMCTBEHHOI1 oTctanocTH [1, 3].

Cunpnpom Becra (CB) — Bo3pacT3aBUCHMBIN STTAIETITH-
YeCKWii CUHIPOM, OTHOCSIIIMIICS K TPYIIe MIaJeHIeCKUX
SMWIETITUIECKUX JHIeGaNonaTuii M XapaKTepu3yIOUTUics
TPUAMOl OCHOBHBIX CHUMIITOMOB: CepUSIMU WH(aHTWIBHBIX
CITa3MOB, 3alePKXKOW TCUXOMOTOPHOTO pPa3BUTHUS W BBIpa-
JKEHHBIMU TIapOKCU3MATbHBIMUA M3MEHEHUSIMA Ha DJIEKTPO-
sHiedanorpamme (DDIN). 3aboneBaemocts CB olleHUBAIOT
1 K 2000—4000 HOBOPOXAEHHBIX [5].

[MepBbie cUMNITOMBI 3200JIEBAHUSI MOTYT TTOSIBIISITBCST KaK
y TIpeXIe 3MOpOBBIX AeTell, TaK U Ha (PoHe yxke 3aMeTHOI
3a[IeP>KKU TICUXOMOTOPHOTO Pa3BUTHST (COOTHOIIEHUE B TO-
myastiy 60JIbHBIX 1:2) B Bo3pacTe mo 12 mec, Jaile BCero ot
4 1o 6 Mec. MaJiburKu GOJICIOT HECKOJIBKO Yallle IeBoveK [3].

Knuandeckn nHGaHTWIBHBIE CMTa3Mbl OOBIYHO XapaKTe-
PUBYIOTCST Pe3KUMU COKPAIEHUSIMU aKCUATBHBIX MBIIIEUHBIX
rpyrrn. OHU MOTYT OBITh (DJIEKCOPHBIMM, IKCTEH30PHBIMU
WM CMeIIaHHBIMU. Yalie Bcero BCTpevaroTcsi CMellaHHbIe
CITa3Mbl, TIOCTIe HUX CIenyloT (hJIeKCOpHbBIE, dKCTEH30pHbIE
HaOTIOMAIOTCs pexe.

st “HGAHTWIBHBIX CMAa3MOB XapaKTepHa CEepUITHOCTD,
WHTEPBAJ MEX]TY TTOCIIeI0BATeTLHBIMU CITa3MaMy COCTABIISIET
MeHee 60 ¢. YacToTa cria3MoB BapbUpYeT OT €AMHUYHBIX 0
HECKOJIbKMX COTeH B CyT. MiMeeT MecTo CBSI3b CITa3MOB CO
CHOM: OHU 4allle BOBHUKAIOT Cpa3y TMociie TPOOYKIASHUS NN
mipu 3achimanny. Cria3Mbl MOTYT TIPOBOIIMPOBATHCST TAKTUITb-
HOU CTUMYJISIIME! WM BHE3aITHBIMY TPOMKUMU 3ByKamu [5].

OpmHUM U3 OCHOBHBIX KputepueB CB sIBIsIeTCS] yHUKATb-
HbIl atTepH DO — ruricaput™must (OT Tped. hypsi — BBICO-
KWW, arrythmia — OTCYTCTBUE PUTMA), BIIEPBBIE OMMCAHHASI
F. Gibbs u E. Gibbs B 1952 r. [6]. [Tunicaput™Must XapakTepu-
3yeTcsl OeCIOpsITOYHBIMUA BBICOKOAMIUTUTYTHBIMU HECUH-

XPOHHBIMU cHallkaMy U MeIJIEHHOBOJHOBOW aKTUBHOCTBIO,
HETIPEPBIBHO PETUCTPUPYIOIIUMUCS Ha (PoHe HapylieHUs
OCHOBHO¥1 pUTMUKH BO BpeMs OOIPCTBOBAHUSI U CHA.

Bo BpeMsi MpUCTYNIOB MOXHO 3aUKCUPOBATH HECKOJb-
ko matrepHoB DDI. Hambonee wacThlii — BBICOKOAMILIU-
TyOHbI Aubdy3HbIH MEIJIeHHOBOJIHOBOM KOMIIOHEHT,
32 KOTOPBIM CJIEyeT YTHETeHUE OMO2TeKTPUUIECKO aKTUBHO-
CTU (31EKTPOJEKPEMEHT) IIUTEIbHOCThIO Oosee 1 ¢c. Moxer
TaKke (PUKCUPOBATHCS DJIEKTPOICKPEMEHT OBICTPOIl aKTUB-
HocTu. MKTampHbIM matTepH DB He KoppenupyeT ¢ TUTIOM
cna3moB [5].

N3BecTHO, uTo CB — monuatruonornyeckoe 3abojieBaHueE.
[1pu 5TOoM MHGAHTUIBHBIE CTTA3MBI PA3IEIISTIOT HA CUMITTOMA-
TUYEeCKUe, KOTOPbIe BO3HUKAIOT BCIENCTBUE U3BECTHBIX 3THO-
JIOTUIeCKUX (DaKTOPOB, M UAUOTIATUYECKIEe / KPUTITOTEHHBIE,
TIPUYMHA Pa3BUTHSI KOTOPBIX HEM3BECTHA WJIM HEOUEBUIHA.

CumnroMatnieckue WHOAHTUIBHBIE CIa3Mbl BCTpeva-
IOTCSL Yallle KPUIITOIeHHBIX, cocTaBisgss 85—91%. Cumiro-
MaTU4ecKre WHQMAHTWIBHBIE CMAa3Mbl CBSI3aHBI C TSKETBIMUI
Tnpe-, Iepr- U TOCTHATAILHBIMU (haKTOpaMy MHQMEKIIMOHHOM
(urTomeranoBupycHas (peTornaTtusi, TeprecBUPYCHBIN WK
0akTepUaJIbHbII MEHUHIUT), TMIIOKCUYECKOH (Liepedpaib-
Hasl UIIEMUsI, CUCTeMHbIe TeMOIWHAMWYECKIE HapYIIICHMSI)
WM TpaBMatudeckoir mpupoxsl. Ocoboe 3HaueHHE UMe-
10T pa3jinyHble lLiepeOpaibHble AUCTEHE3UU, HAIPUMED JIUC-
coHlledanusd, remMumerajosHuedanus, dokKaibHas KoOp-
KOBasl OUCIUIa3usl, CeMNTajibHas NUCIUIa3Usl WU areHe3us
MO30JIMCTOTO Tena [5].

Cpenu npuunH CB yka3bIBaloT Take XPOMOCOMHBIE Ha-
pyiieHus (Bkmodast cuHapoM JayHa, dellp36) uiu TouedHbie
mytarun (mytammmu ARX wim STK9), HeiipokoxHbIe CHH-
IPOMBI (TyOEepO3HBIN CKIIEpO3, CUHIPOM HeIepXKaHWs TINT-
MeHTa Win cuHapoM KMto, Heiipodpurbpomaros). CylecTBYIOT
ciaydyau HaOmoneHuss MHGAHTWIBHBIX CHa3MOB IMPU TaKUX
BPOXXIIEHHBIX OOMEHHBIX HApYIICHUSX, KaK (DeHWIKETOHY-
pus, DeULUT TETPAruapOOUONTepUHA U MUTOXOHIPUATTh-
HbIe IuUTOIaTum |5, 7, 8].

Accotmanust nHGaHTWIBHBIX crtazMoB ¢ CBB B nurepa-
Type He omucaHa. IMEHHO MO3TOMY ONMCAHHBIN HAMU KJTH-
HWYECKWI cTyyait couetaHust cuHapoma beksura—Bunemana
¢ cuHapoMoM Becra, To HamemMy MHEHUIO, TIPENCTaBIIsIeT
0COOBIlT MHTEpEC.

Knunanveckuii npumep

bonbHas Y.A., Bo3pact 7 ser, Habomagach B OTAese-
HUU TICUXOHEBPOJIOTUM U TICUXOCOMATUYECKON MaTOJIOTUU
HayuyHoro uenrtpa 3mopoBbs nereit (MockBa) ¢ auarHo-
3oM: «Cunznpom bekButa—Bunemana, mmrenbHass KITMHUKO-
aneKTposHIedanorpaduieckass peMUcCusl SMUICHTUYECKON
SHIlehaoNaTU MJIaIEHIeCKOTO0 Bo3pacTa (KPUMTOTeHHBIM
cuHapom Becra)».

Anamue3 xu3Hu. /leBouka oT 2-i1 GepeMeHHOCTH (TiepBast
OepeMEHHOCTh 3aKOHYIIACH CPOYHBIMU POIAMM, NEBOUKA,
10 net, 3mopoBa), MpoTekaBlleil Ha (hOHE MUOMBI MaTKHU,
yrpo3bl MpepbIBaHUS, TOJIOBOKPYXeHUs, ciaboctu B | Tpu-
MECTpe, OCTPOil pecrnupaTopHOi WMHGbEKUMU Ha 35-if Hem,
(erornalieHTapHOit HemoctaTouHOCTH Ha 35—36-i1 Hem Oe-
pemeHHOCTH. Ponel 2-e, cpouHble, ObICTpBIE, HA (DOHE 21MH-
IypalibHOU aHecTe3ny. 3akpuyayia cpa3y, OlleHKa IT0 IIKaje
Arrap 8/9 6amnos. Bec mpu poxaenun 3850 T, poct 54 cMm.
CocrosiHUe TIOCJIE POXACHUST OBUIO YIOBIETBOPUTEILHBIM.
Hauana mepxatb rojioBy ¢ 1,5 mec, K 4,5 Mec niepeBopaynBa-
JIaCh CO CITUHBI Ha XUBOT. CyJaeB SMUJIETICUU B CEMbE HET.

Anamue3 0osie3nu. 3aboJieia B Bo3pacte 6 Mec, Koraa mo-
cJie BBENEHUS aCCOLMMUPOBAHHOW KOKIIOUTHO-ANGbTepUitHO-
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cronousuHoi BakiumHbl (AK/IC) crana 6ecriokoitHOM, Mmiak-
CUBOI, HapyIIUWJICS HOUYHOU coH. Bo Bpems ceaHca maccaxka
pOIUTENN BIIepBbIe OOPATWIV BHUMaHUE HA TPU CJIEMYIONINX
NIPYT 3a IPYroM TapoKCcU3Ma B BUJE 3aBeNeHUs TJ1a3 BBepX,
MPUTIONHUMAHUS TIIed. B TeueHne HeCKOIbKUX CIIeMYIOINX
IHeil dYacToTa MapoKCU3MOB HapacTasa, MPUCTYIbI, 00b-
eIMHEHHbIE B KOPOTKHME CEpUH, OTMEYAJUCh B TEPUOIbI
MPOOYXISHU, BO BpeMsI HOUHOTO CHa U BCKOPE TTOCIIe yTPeH-
Hero TipoOyxaeHus. K MOMEHTY mepBOil TOCTIMTATU3aINK
B Bo3pacTe 7 Mec JacToTta (pieKCOPHBIX CITa3MOB COCTaBIIsIIa
o 7—10 3a ceputo, 2—3 cepun B CyT.

IIpn KIMHMYECKOM OCMOTpe OBUIO YCTAHOBJIEHO oOTiepe-
XeHre (PU3MUECKOTO pa3BUTHUS: MaKpocoMmMus (B Bo3pacrte
7 Mec cootBetcTBUE 10 Mec), OKpPY>KHOCTb TOJIOBBI — 42 cM.
Ob6pamiano Ha cebs1 BHUMaHWE HEOOBITHOE CTPOCHUE JIMIIA:
BBITTYKJIOCTh TJIa3, KPYIHAs HWXKHSS 4YacTh JIUIA, BBIIBU-
HyTasl BIEpe/ YeTI0CTh, HACEUYKN Ha MOYKax yIeil ¢ obenx
crtopoH. HabGmomanucek BSJIOCTh, CHIDKEHUE IBUTATEIHHOM
AKTMBHOCTU, 4YacTOE BBICOBBIBAHUWE SI3bIKA, MAaKPOTJIOCCHSI.
DyHKIMY YeperTHbIX HEPBOB COXPAHSUIACH B TIOJTHOM O0beMe.
OTMeuyeHBbl BBIpaKeHHAsT MBIIIIEYHAsT TUTIOTOHUSI, TUTIEPMO-
OWJIBHOCTH CYCTaBOB, TUIOCKO-BaJIbIyCHAsl yCTAaHOBKA CTOII.
Cuta Mg — 4—5 GajioB, CyXOXWIBHbBIE pedIIeKChl BBICO-
KUe, paBHBIE.

B MeXmpucTymHbIe Tepuoasl TICUXOMOTOPHBIE HABBIKKI
OBbLTM TIPENCTAaBIIEHBI YAEePXXKUBAHUEM TOJIOBBI, (uKcaimeit
B3IJIs1/1a, YBEPEHHBIMU TIEPEBOPOTAMM CO CIIUHBI Ha XKUBOT,
WHTEpecoM K Wrpymkam. [lalimeHTka MOTUBUPOBAHHO YJIbI-
Oasach, pearpoBajia Ha TOJIOC MaTepu, HO KOHTAaKT OBIT
KPaTKOBPEMEHHBIM, OTMeUaiach SMOIIMOHAbHAST UCTOIIae-
MOCTb, JJaOWIbHOCTb. Peub Obl1a chopMUpoBaHa HA ypOBHE
TIPON3HECEHUsI OTIEIbHBIX 3BYKOB.

IIpn peHTreHOJIOrHYeCKOM HCCJIeIOBAHUN OBbLJIO YCTAaHOB-
JIEHO OTIepeKeHe KOCTHOTO Bo3pacTa (B 7 Mec COOTBETCTBUE
9—10 mec). [Ipu npoeneHuu Bumeo-DDI[-MoHUTOPUHTA BO
BpeMs1 6oapcTBoBaHUsI B DD GompcTBoBaHUS OBIT OOHAPY-
KeH TATTepH KJIACCUIECKON CUMMETPUYHOW TUIICAPUTMUU,
BO BpeMsI CHa TEPUONNYECKM OTMEYAJICsl MaTOJIOTMUYeCKUiA
MaTTepH BCIbIIKa—TIOAaBIeHne. dparMeHT 3amucu 6oap-
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CTBOBaHUs MpeactasieH Ha puc. 1. [Ipu npoOyxneHuu 3a-
peructpupoBaHa cepusi U3 12 KOPOTKMX MapOKCU3MaIbHBIX
SMU30[I0B B BUJE JIETKOTO KWBKA TOJIOBOU, TIPUTTOTHUMAHUS
mied. [IpucTymaMm cOOTBETCTBOBAIM UKTaJbHBIE DDI-maT-
TepHBI B BUIe nuddy3HON MeUIEHHOW BOJTHBI C TEPEX0I0M
B 1 Dy3HYI0 HU3KOAMIUTUTYTHYIO OBICTPOBOJTHOBYIO aKTUB-
HOCTb C aMITUTUTYIHBIM aKIIEHTOM B IEHTPaTbHO-BUCOYHBIX
oTaeNIaX UIUTENBHOCThIO 1—2 ¢, UTO MO3BOJWIO PACIEHUTH
NIAaHHBIE TTAPOKCU3MBI B paMKaX SIMIENITUIECKUX TTPUCTYTIOB
mo Tumy GIeKCOPHBIX WH(MAHTWILHBIX cria3MoB. [lpuctym-
HbIll DO -marTepH MpencTasieH Ha puc. 2.

IIpn marauTHO-pe3oHancHoii Tomorpaduu (MPT) romos-
HOTO MO3Ta ObUTM BBISIBIIEHBI TIPU3HAKU CTPYKTYPHOU He3pe-
JIOCTW; KJIMHWYECKU 3HAYMMBIX HapylIeHW IepeOpasbHON
CTPYKTYpPHI HE 0OHAPYKEeHO.

Ha ocHOBaHUM KJIMHWYECKUX NAHHBIX U pPE3yJIbTATOB
MapaKJIMHUYECKUX METONOB MCCIEIOBAHUS TAIMEHTKE OBIT
MOCTaBJIeH AWAarHo3: «DmuienTuieckas dHIledanonaTus
MJIaIeHIeCKOTO BO3pacTa (KpUITOTeHHBIN cUHIpOM Becta)».
C 11eTbI0 KOHTPOJIST AMUIETITUYECKUX TTPUCTYTIOB Ha3HAYEHO
MMPOTUBOCYIOPOKHOE JIeUeHWEe — TIperapar BaJbIIPOEBOM
KUCJIOTHI B Karisix u3 pacuera 20 mr/kr B cyT. Ha done e-
YeHUs] B TeUeHUe 2 Hel OTMeUad YXYIIIeHWe COCTOSHUS:
YBeTMUCHUE YUCJIA U UTMTEIHHOCTU Ceprii MH(MAHTWIBHBIX
crnazMoB. HaGmionanu eme GOJbLIYIO BSIOCTb, aIMHAMMUIO,
CHIDXEHUE SMOITMOHAIEHOCTH.

HeaddexTuBHOCTD MNPOTUBOCYIOPOXKHONW  Teparnuu,
a TakXke Hajauuue y OOJIBHOW CHUMIITOMOB, XapaKTepHBIX
IUTST TEHETUIEeCKOU MaTOJIOTUH, TIOCTYXKUJTM OCHOBAHUEM JIJIST
NMATbHEMIIero MarHoCTUIeCKOro MoucKa. bbulio TpoBeneHo
TOTIOJTHUTENIEHOE 00CIeIOBaHUE C 1IEJTbI0 BBHISIBICHUST TeHE-
TUYECKOU TMaTOJIOTUU: COIepXKaHUe JTaKTaTa B TUla3Me KPOBU
okazasnoch paBHbIM 2,052 (HopMma 0,90—1,80), cooTHOIIEHNE
nmaktar / mupysat — 17,843 (mopma 12—18), comepxkaHue
AMUHOKUCJIOT ¥ OPTaHMYECKUX — B TIpe/ielax BO3PACTHOM
HOpMbI. McKiII0ueH HEepOHAJIbHBIN LEPOUIHBIN aunodyc-
uuHo3 | u I Tuna.

bbU10 MpoBeaeHO MOJIEKYISIPHO-TEHETHYECKOE MCCIeI0BA-
HHE METOJIOM METWIYYBCTBUTEIHLHOU TOJUMEPa3HON LIEMTHON
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Puc. 2. IManmentka Y.A., 7 mec. UkranbHbiii DB -naTrepH B Bune auddy3HOI MEeUIEHHOM BOJHBI C TiepexoaoM B Tudby3HY0 HU3KOAMILIN-

TYOHYIO 6bICTp0BOJ'IHOByIO AKTMBHOCTb C aMIUIUTYJAHBIM aKIHEHTOM B LICHTPAJIbHO-BUCOYHLIX OTACTIAX JJIUTEJIbHOCTBIO OKOJIO 1 C, KIMHNYECKOE

COOTBETCTBUE — (hIEKCOPHBIN MH(MOAHTWIBHBIN CIa3M.

peakumu paitona IGF2, MukpocatelTuTHBIN aHAIN3 TIOKYCOB
D 11S860, D 11S922. O6HapyXeHO HapyLIeHe METUINPOBA-
aust IGF2 H19, KoLQT (LITI).

Ha ocHoBaHUM KIWHWYECKOW KapTUHBI U JAHHBIX MO-
JIEKYJISIPHO-TEHETUIECKOTO WMCCIIEIOBAaHMS OBbLT yCTAHOBIIEH
reHeTndeckuii nuarnos: «Cuaapom bekBura—Bunemanar.

Jleuenne. B cBSI3U C TSIKECTHIO COCTOSTHUSI B OTHOIIIEHUU
SMWIETICUM OBbUT TIPOBENEH KypCc TOPMOHOTEpanuu IIpe-
mapatoM TeTpako3akTua. OTHOBPEMEHHO C HAYajoM TOp-
MOHOTEpanuy Ha3HayeH [PYTroil Tperapar BaJlbIIPOeBOI
KUCIOTH B ¢opme cuporia. Ha doHe seueHUs: mpuCTyIbI
TPEeKPATIINCH.

B Bo3pacrte 9 Mmec, depe3 2 Hell TOCJIe OKOHYAHUS Kyp-
ca TOpMOHOTepanmuu U Ha ¢OHE JIEYeHUsS BaJbIIPOATOM
B 103€ 25 MT/KT B CyT, BHOBb 3aPETUCTPUPOBAHO MTOSIBJICHUE,
a 3aTeM HapacTaHWe YUcjia IPUCTYTIOB: CepuU MHMaHTWIb-
HBIX CITA3MOB CTaJM ellle 0ojiee MIUTEeIbHBIMU, YeM 10 Ha-
yayia pemuccun, — 10 30—60 crnasmoB 3a ceputo. Criazmbl
BUJIOM3MEHWJINCH: OTMEUAJIOCh BOBJIEUEHNE MBI KOHEU-
HOCTe#, M3-3a 4Yero HaOJIomaJ He TOJBKO TPUIOTHU-
MaHUe TUIed, HO U pe3Koe pa3BeleHUe PYyK W MpUBeIeHUE
COTHYTHIX B KOJIEHSIX HOT K XHMBOTY (cMelraHHast opma
cnazMoB). Ponuteneit G6ecrnokounum Takxke BSJIOCTb, He-
KXejlaHue pebeHKa KOHTAKTUPOBaTh, OTCYTCTBHE HOBBIX
HaBBIKOB: B Bo3pacTe 9—10 mec meBouka He cuiena, He
rmoj3aia, peyb OblIa MpencTaBlieHa OTAeJIbHBIMU 3BYKAMH,
JIETIET OTCYTCTBOBAJI, TTALIMEHTKA HE MPOSIBIISIIA JTOKHOTO
WHTepeca K Urpymkam. Jlo3a Basbipoara Obljia MOBBIIIIEHA
no 35 Mr/Kr B cyT 6e3 ocoboro addexra B OTHOLIEHUU
TIPUCTYIIOB.

[Moce 1 roma XW3HM TIPU TIOBTOPHOU TOCTIUTATIU3AIINUT
B CXeMy JIeYeHUs ObIT BKJIIOUEH TomupamMar B no3e 0,5 Mr/kr
B CyT. B oTBeT Ha BBelneHUe TonMpaMara TMHAMUKY TIPUCTY-
OB OTMEUEHO He ObUTO, HabIIonanach ajuilepruieckast peak-
1S B BUJIE TUTIEPEMUM, TIAITYJIe3HOM CHITTN Ha KOXe JINIIA, OT-
MeyJasiach HeoJHOKpaTHast pBoTta. M3-3a pa3BuTHs TOOOUYHBIX
a¢ddexToB npenapaTt ObUT OTMEHEH.

[Mpu nuHammdeckoM Buneo-DD[-MOHUTOPUHTE OTMEUe-
HO OTCYTCTBHE (DU3UOJIOTUIYECKUX PUTMOB OOIPCTBOBAHUS,
cnabas nuddepeHIMpoBKa CHa OT OOIPCTBOBAHUS, TOMU-
HUpoBaHue nUddY3HON BBICOKOAMIUIUTYTHON MeEIJIEHHO-
BOJIHOBOII aKTUBHOCTH B COUETAHUU C SIMIIENITUHDOPMHBIMUI
KOMILJIEKCaMU, TIPEICTaBICHHBIMU MO BCEM OOJIACTSIM KODbI
(tuticaputmust) B OO cHa 1 GOIPCTBOBAHUSI.

Bbito mpuHATO pelleHne O CMeHe TaKTHKHM TMPOTHBO-
cynopoxnoro jedenus. K 1 romy 4 mec XusHU TperapaT
BAJIIIPOEBOI KUCJIOTHI ObLT MOJTHOCTBIO BBIBEACH U3 CXEMBI,
B JIeYeHWE BKIIIOUMIM HUTpasernmam u3 pacyera (0,7 Mr/kr
B CYT, a TakXe KOMIUIEKC MeTabOoJWYecKoil Teparnnuu
(L-XapHUTHUH, HUKOTUHOBAs KUCJI0Ta, Kucjiopon). Ha atom
dbone depe3 1 Mec OBIIO 3apervCTPUPOBAHO YMEHbBIIIEHUE
4acTOThl MpUCTYIoB 1o 1 cepum B cyt, 7—10 mpucrynos
B CepuH, OTMEYaJuCh MO3UTUBHBIC CIBUTH B TICUXOMO-
TOPHOM Da3BUTHU: AEBOYKA IMPUOOpesTa HOBBIE HAaBBIKU
(caMOCTOSTENIbHO Caauiach, UHTEPECOBAJIACh UTPYLIKAMU,
MPOU3HOCUJIA OTHAEJbHbIE CIIOTH, CTaja 0Oojiee 3MOLUO-
HanbHOU). [Ipu Bumeo-DOI-MoHUTOpPUHTE OTMEUEHO WC-
Ye3HOBEHUE TUIICAPUTMUU, PEAyKIMS SIIENTU(hOPMHOMN
aktuBHOCTH B DO GompcTBOBaHUS, TOSBICHUE TIPEI-
HIECTBEHHUKA Q-puUTMa 4acTotoil 5—6 Tu. B BBI cHa
TOSIBUJTUCH (PU3MOJIOTUYECKUE TATTePHBI CHA — BEpTeKC-
nmoreHunanbl, K-KoMrmiekcol, BepeteHa cHa. OmgHako B OOI
CHa MO-MpPeXHEMY PEruCTPUPOBATIACH MYJIbTUPETUOHATbHAS
smwienTrudopMHass akKTUBHOCTb. C IeJiblo ONTUMU3AIUN
Tepanuu ObLIO TIPUHSATO pEIlleHNe O BBEJeHUM Tperapara
neetupanerama. C 1-if Hem mpuema Tiperapata B 103€
2,5 MT/KT B CYT OTMEUEHO BBIpaKeHHOE BO30YXIeHUe, Ja-
creiii may. [lociie oTMeHBI JeBeTupalieTaMa HAacTpOeHUe
HOpMaJIM30Bayioch. Tepanus O6bl1a TPONOKEHA B MPEXHEM
oobeme. Ha atom doHe Obla 3apeructprupoBaHa KOPOTKas
peMuccus: B TedeHWe 2 Hel TPUCTYIIOB He ObUTo. 3aTem
OHU TIOSIBUJIMCHh W BO3HUKAJIA, KaK W TIPEXIe, eXeTHEBHO,
o 1 cepun u3 7—10 TIpUCTYIIOB, BCKOpE TOCIIE YTPEHHETO
MpOOYXIEeHUS.
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Bo BpeMms MIaHOBOI TOCTIMTAIU3AIMN B BO3pacTe 2 JieT
ObUla MpoBeJeHa 3aMeHa HUTpa3zenaMa Ha KJIOHA3eIaM.
Ha cdone mpuema kimonaszenama B go3e (0,07 MT/KT B cyT TIpu-
CTymbI KyrmupoBanuch. Ha D3I npu aTom coxpaHsuiach 31u-
JienTu@opMHasi aKTUBHOCTb BO BpeMsl cHa. PekomMeHI0BaH
npueM OeH30IMa3eNMHA B COYETAHUM C METabOIMYeCcKOu
Tepanuen.

[lpu mOBTOpHOUW TOCTUTAIM3alMU 4Yepe3 6 Mec OT-
MeuYeHa CTOlKas KJIMHUYEeCKas PEMUCCHUSI B OTHOILIECHUU
WHGaHTUWIbHBIX cna3MoB. Habiropanach moJioXuTenbHast
IUHAMWKa B TIcMXoMOTOpHOM pasButuu. K 2,5 romam ma-
LIMEHTKAa CaMOCTOSITeJIbHO XOAuJa, Oeraja, yJaydllucs
BepOaJIbHBIII KOHTAKT C OKPYXalOIIUMU, peub OblIa Mpe-
CTaBJIeHAa HECKOJbKUMU KOPOTKUMHU CIIOBAMU, J€BOYKA MO~
HUMaJja MpocThie MHCTpYKIuU. B BBI 6GonpcTBoBaHus 10-
MUHUPOBaJI MPENIIeCTBEHHUK O-pUTMa YyacToToi no 7 I'u.
B B3I cHa omHOKpaTHO OBUI 3aperucTpupoBaH muddy3-
HBII pa3psn 3NUIenTU(MOPMHON aKTUBHOCTU B CTPYKTYype
¢uznonornyeckoro naTrepHa cHa (3MWIENTU3UPOBAHHBIN
K-kommiekc).

B nanbHeiilieM mpucCTyIbl HEe MOBTOPSUIUCH, B TEUEHUE
roja MpoOBOAWJIOCH MPOTUBOCYAOPOXHOE JIEeUEHUE KJIOHA3e-
MmaMoM, a Takxke Merabojuyeckas Tepanusi. B mOBTOpHBIX
B3I -uccrenoBaHusIX MAaTOJIOTUIECKON AKTMBHOCTU HE 00-
HapyxeHo. K Bo3pacty 3,5 et KiioHazenaM ObIT TTOJTHOCTHIO
OTMEHEH.

B Hacrosiiiee Bpemsi neBouke 7 JieT, pa3BUBaeTcd B (pu-
3UYECKOM OTHOLIEHWU C OMEPEXEHUEM CBEPCTHUKOB, FOTO-
BUTCS K TMOCTYIUIEHUIO B ILKOJY, MHTEJUIEKT COOTBETCTBYET
Bo3pacty. DoHOBasT aKTUBHOCTh CHa 1 GOIPCTBOBAHUSI COOT-
BETCTBYET BAPUAHTY BO3PACTHOI HOPMBI.

Oo0cyxneHne

Y mpencraBieHHONW HAMU TAIlUEHTKA C CUHIPOMOM
bexButa—Bunemana (CBB) teuenne cunapoma Becrta (CB)
XapaKTepU30BaJOCh YCTOMYMBOCTBIO K TTPOTHBOMUICTITA-
YeCKOI Tepanuu, B T.4. C TPUMEHEHNEM TOPMOHOB U TIOTIBIT-
KaMU TIPOBeIeHNsI KOMOMHMPOBAHHON aHTUATIICTITUIECKOM
Teparnuu.

B nuteparype MmpomopKaloT o6CyKIaTh BOIIPOC O CBSI3U
nebioTa MHQMAHTUIIBHBIX CITa3MOB C BBENEHHEM BaKIIUMHBI
AKJIC. [eiicTBUTEIHHO, HEKOTOPHIE aBTOPHI YKa3bIBAIOT,
4TO B psifie cirydaeB BakimHaiwms (B vactHoct, AKJIC) mMo-
KET SIBJISITHCSI TIPOBOLIMPYIONTUM (haKTOpoM MH(AHTUIBHBIX
crazmoB. OgHAKO, TIO COBPEMEHHBIM JaHHBIM, TakKas CBSI3b
SBJISIETCS CIYYallHOW U HE MMEET MPUUYUHHO-CJIEICTBEHHOTO
xapakrepa [5].

Heo0xonmrMo nMeTh B BUIY, UTO LIEJIbIO JIEUSHUST TTalleH-
ToB ¢ CB sBiIsleTcsT He TOJIBKO KyNMUPOBaHKE TIPUCTYIIOB, HO
1 OJIOKUPOBAHUE MHTEPUKTAIBHOU MPOAOIKEHHON SMUIeN-
TU(HOPMHOIM aKTUBHOCTH Ha DI, 4T0 MMeeT 0co0yIO 3HAYM -
MOCTb TSI TIPEIOTBPAIIEHUST BRIPAXKEHHOU 3aIepKKH TICUX0-
MOTOPHOTO pa3BUTHS eTeil. Bce aT0 mUKTYeT HeOOXOMMMOCTh
paHHero u Haubosee apdbexkTuBHOTO NeueHus CB [5, 9].

[Mpenapatel BeIOOpa Tipu cuHApoMe Becta BapbupyioT
B Pa3IMYHBIX CTpaHaX: CTEPOUIHBIE TOPMOHBI — B CKaHan-
Hasum 1 CIIA, Burabatpux — B 3amagHoii EBporie, BRICOKHE
NO3bI TIMPUIOKCUHA (BUTaMUHA B) 1 MUMMYHOTTIOOYTUHBI —
B fnonuwu, Banbnpoatsl — B Poccuu. B Hacrosiuee Bpe-
Ms TOAaBJsIONIee OOJBIIMHCTBO HEBPOJIOTOB CKJIOHSIOTCS
K aJgbTepHaTUBHOMY BBIOOpY TepBoro mpemnapara npu CB:
CTepOUIIbI I BUTA0ATPUH (ITOC/IeTHU TiperapaT B Poccnii-
ckoit Defepaliii He 3apeTUCTPUPOBaAH) [5].

B namem ciydyae pekOMEHIOBaHHas Teparusl Balb-
MMPOaToOM B KauecTBe MOHOTEpPANUU B CpeIHEeTepareBTIe-
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CKMX [103aX HE TOJBbKO HE MpUBeJia K YIYYIIEHUIO COCTO-
STHUST TIAIIMEHTKY, HO W BBI3BaJIa arrpaBalluio MPUCTYIIOB.
Ha ¢oHe nedyeHuss ormevanach OoCTaHOBKAa B MpuoOpere-
HUM HOBBIX HAaBBIKOB, MOSIBUJIUCH BSJIOCTb, aJWHAMUS.
Ha D3I Ha doHe yeueHUs BajbIIPOATOM COXPaHSIACh
TUTICAPUTMUSI.

[To maHHBIM JUTEpPaTyphl, NOCTOMHCTBOM BaJIbIIPOATOB
SIBJISIETCST BO3MOXKHOCTh WX KOMOWHUPOBAHUS C JAPYTUMU
AHTUAMWIENITUYECKUMU TIpenapartaMu WM TOPMOHAMM ISt
yeuneHust addextuBHOCTH JedeHus [5]. OmHako B Hailem
ciydae Kypc TOPMOHOTepanuu (TeTpako3aKTH/) B COUYETAHUY
C IPYTUM BaJIb[IpOATOM OOECIEeUUJI JULIb KPATKOBPEMEHHYIO
peMUCCHIO, a TIOBBIIIIEHUE H03Bl BaJIbIIpoata Bbille 30 Mr/KT
B CYT BHOBH IIPUBEJIO K arrpaBalliil MPUCTYMOB. Bo3Moxk-
HO, KypC TOPMOHOTEpANM ObUI HEIOCTATOYHO ITPOIOJIKM-
TEJbHbIM, U 0OJiee IJIUTEeJIbHOE TPUMEHEHNUE TOPMOHAIbHO-
ro mnpernapara MOIJo Obl OKa3aThb MOJOXUTEIbHbINA 3G deKT
B OTHOIIEHUY TIPUCTYITOB. OHAKO B HAIIIEM CJTyJae [UTUTETh-
HOCTb Kypca MpUMEHEeHUsI TOPMOHOB OblJla OTpaHUYeHa PU-
CKOM UMMYHOCYTIpeCcCUH Ha (hOHE JIeUeHUs, T.K. JJIsT OOJIbHBIX
¢ CBB He uckimouaeTcss HAIMYME N3HAYAIBHO OCIabJIeHHOTO
VMMYHUTETA.

B paspese HelipodapMakosoruueckux U HeiipoxuMude-
CKUX acCITeKTOB OITMCHIBAEMOTO CIydas HEeOOXOMMMO TakKKe
WMETb B BUIY, YTO BAJIbIIPOEBAst KUCJIOTA U €€ TPOU3BOJHBIE,
WHTUOUPYS] OKUCJIEHUE XUPHBIX KUCIOT, MOTYT MPUBOIUTH
K HapyIlIeHWIO TTIOKOTeHe3a M BTOPUIHOMY NedUIINTy Kap-
HUTHHA. Takoll MeXaHM3M arrpaBaliyl MPUCTYIIOB BO3MOXEH
y nmanuenTa ¢ CBB co CKITOHHOCTBIO K TUTIOTJIMKEMUU.

C 2TOl TOYKM 3peHUs CJeAyeT paccMaTpuBaTh TIOJIO-
XKUTeNbHbI 2hdekT Tepanuu OeH3zoauazenuHamu. Kak
U BaJIbIIPOATHl, OEH30AMA3ETIMHBI MMPUBOMAST K TTOBBIIIEHUIO
cozepxaHus y-amuHoMmacissHHoi kucnotel (FAMK) B oct-
CUHANTUYeCKON MeMOpaHe, OJHAKO MeXaHU3MBI JEUCTBUS
9TUX JBYX TPYMN AHTUAMWICITUYECKUX TPENapaToB pas-
JIMYHBL: moBbllieHUe KoHuUeHTpauuu [AMK nocturaercs
BasIbIipoaTaMu yepe3 uHruomponanue 'AMK-TpaHchepassbl,
a OeH3oaMaseNnHaMu — ITyTeM BO3MEHCTBUSI Ha Crenudu-
yeckue (OeH3ommazenuHoBbIe) pelienTopbl. [Ipu aToM OeH-
30Ma3eNHBI He 00J1aMaloT HeTaTUBHOW aKTUBHOCTBHIO B OT-
HOILLIEHUU TJIIOKOTeHe3a U, CJIEAOBATEIbHO, HE MPOBOLUPYIOT
TUTIOTJIMKEMUIO.

[TonbITKM KOMOMHUPOBAHHOU Tepanuu (Bajibpoar + To-
npamMaT, HUTpaseraM + JieBeTupalieTaM) OKa3alruch Heynad-
HBIMU 13-3a BBIPAKEHHBIX TTOOOYHBIX 2(h(EKTOB ToTMpaMaTa
U JIeBeTUpalleTaMa, MPOsIBUBLIMXCS B 000MX Clyvasix Ha Tare
TUTPOBAHMUS TO3bI.

B ycnoBus HeaddexTrBHOI Tepanuu Ha HOHE MepCUcTu-
pOBaHUs MPUCTYINOB Y O0JIbHOI HabM0aIach BbIpaXKEHHAas
3amepkKa TICMXOMOTOPHOTO pas3Butusi, Ha DD mmutensHO
COXpaHsIUCh 3nwientTudopmMHuble u3dMeHeHus. Hecmotps
Ha 3TH (HaKTOPHI, K 2 TOIaM HACTYIWJIa TIOJTHAST KITMHUYeCKasl,
a K 2,5 romam — TIOJTHasT KIIMHUKO-2JIeKTpodHIIedarorpabu-
yeckast pemuccus CB. TsokecTb TeueHUs STWICTICUM U Pe3U-
CTEHTHOCTH K TIPOTUBOCYIOPOKHOM Teparuu, ¢ Halleil TOUKu
3peHUs, MOTYT OBITh OOBSICHEHBI METaOOIUIECKUMM Hapy-
meHusMu, xapaktepHbivu st CBB. braronpusitHeril ncxon
CB, o HamieMy MHEHUIO, ObUT CBSI3aH C (PU3MOTOTUECKIM
npoueccoM (PyHKIIMOHATBHOTO CO3PEBAHUST KOPbI TOJIOBHOTO
MO3ra TIalMeHTKU. B onTuMu3anmm gaHHOTO Tpoliecca BaxX-
HYIO pOJIb ChITpajia pallMOHAJIbHAs MeTaboauyeckas Tepamnus,
KOTOPYIO PETyJISIPHO Ha3HAYaIu OOJIbHOM B TEUEHUE JJIUTEIb-
HOTO BPEMEHH.

B nurepartype cyiecTByIOT OMUCAHUSI CAMOCTOSITETbHOM
pemuccun CB k 3 rogam xusnu [5]. OgHako y 55—60% ne-
Teil WHOAHTWIbHBIE CIa3Mbl 3BOJIOLIMOHUPYIOT B JpYy-
TOil SMWIENTUYECKUI CUHAPOM, HANpUMep B CUHIPOM
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Jlennokca—Tacro [5, 10]. Cienyer MOMHUTB, YTO Jaxe MpPU
0JIarONPUSITHOM JIEHEHUU MPUCTYIIOB, IPOTHO3 B OTHOLLIEHUU
TMCUXOMOTOPHOTO Da3BUTUSI HE Bcerga ObIBaeT OJiaronpu-
SATHBIM. TOJIbKO Y 5—12% TaleHToB He OCTaeTCsl TICUXOMO-
TopHoro aeduuuta [5]. B Hamem ciaydae 3amepxka MCUXO-
MOTOPHOTO pa3BUTHSI ObLIA YCIIEITHO MPeooieHa, K 4 Tonam
MalMeHTKa MO UHTEJIJIEKTyalbHOMY U pE4eBOMY Pa3BUTHUIO HE
yCTynajia CBOUM CBEPCTHUKAM.

CriemyeT MOMIepKHYTh, YTO OOMEHHbIE HapyIIeHUs, 00y~
CJIOBJICHHbIE HAJIMYMEM HACJIE[ICTBEHHO! MAaTOJIOTUU (B IaH-
HoM cimyyae — CBbB), He siBiigsich HEMOCPeNCTBEHHON PUYM-
Hoii CB, 6e3ycioBHO, yCYTyOJISIIOT €r0 TeueHre. DTO Hy>KHO
YUUTBHIBATh MPU OMNPEIEICHUU TAKTUKU JIEYEHUS NaHHOM
Kareropuu 0osibHbIX. HeoOXonumbIM, MO HalleMy MHEHMUIO,
SIBJISIETCSI COYETAHUE MATOTeHETUYECKOrO JICYEHUS] AaHTUDIIU -
JIEITUYECKMMU TIpernapaTaMu U pallMOHaIbHON MeTaboinye-
CKOW Teparuu.

3aKkinoyenue

B 3akioueHUM MBI CUMTaeM HEOOXOAUMBIM OOpaTUTH
BHMMaHUE Ha cIy4yau HeI0CTaTOYHOU 3(h(HEeKTUBHOCTU Jieue-
HUSI cuHApoMa BecTa mpoTHBOCYIOPOXKHBIMU TIpeTiapaTaMu.
TakuMm TaMeHTaM BaXXHO KaK MOXKHO paHbIIE TTPOBECTH
KOMIUIEKCHOE O0CjIeoBaHue, HAMpaBJIEHHOE Ha oIlpeaesie-
HUE TEHETWYECKOM IaTOJIOTUHU, SIBIISIOLICHCS BO3MOXKHOI
MPUYNHONW MEeTadOJIMYECKUX PaCCTPOUCTB, YCYTYOJISIOIINX
TeueHre DIUJIETICUN.

KondaukT uarepecos
ABTOpPBI TaHHOW CTaTbW MONTBEPAWIU OTCYTCTBUE (DU-

HAHCOBON MOMIEPXKKN / KOH(PIMKTa MHTEPECOB, O KOTOPHIX
HE00XOIMMO COOOIIIUTD.
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