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IPUOPUTETHBIE HAIIPABJIEHUSA UCCJEIOBAHUS SIIWJIEIICUHA Y JETEH

I'yzeBa B.U., I'yzeBa B.B., I'yzeBa O.B., Oxpum U.B.,
Pazymosckuii M.A., Opexa B.B.

Kageopa nesponocuu, netipoxupypeuu u MeouyuHcKou ceHemuxu
Canxm-Ilemepbypeckuil 20cy0apcmeennblil ReOUampuyecKuti MeOUYUHCKULL yHugepcumem
Canxm-Ilemepoype, Poccus

Onuiencusi JeTCKOro BO3pacTa OTIWYAeTCs OONBIIUM YUCIOM PE3UCTEHTHBIX K JIeUeHUIo GhopM
¥ pa3HO00pa3ueM MPHUCTYIIOB.

B Hacrosiiee Bpems OJHUM U3 TNPUOPUTETHBIX HANpPABICHUNA HCCIEIOBAHUS JIHIICIICUU
SBIISICTCS M3YyUEHHE KIMHUYECKHX OCOOCHHOCTEW TEUCHMS U JICUCHHsS SIMJICTICUU B MyOepTaTHOM U
npenyoepTaTHOM Bo3pacTe. MHOroodpasHble M3MEHEHHUS B OpraHusme, HaOJIIOJarolMecs B ATOM
BO3pacTe, CO3Jal0T HEOOXOAMMOCTh HE TOJBKO YETKOW JAMArHOCTUKU 3a00JI€BaHUS, HO U TEpaluu C
Y4€TOM B3aUMOJEHMCTBUSI JICKAPCTBEHHBIX MPENapaToB MEXIy cO00, BIUSHHUS UX HA DHIOKPUHHYIO
CUCTEMY, TIOKa3aTen (ePTHILHOCTH U Apyrue nodounsie 3¢ dekTol. HamMmeHnee 3Ti BONIPOCHl H3yICHBI
y MOJAPOCTKOB C Amuiiencrueil. BaKHbIM aclIeKTOM SIBIISIETCSl TAaK)Ke BIMSHHME CaMOro 3a0oJeBaHUs U
IPOTHBOATHIICTITUYECKON Teparnuu Ha PeNpOAYKTUBHYIO (DYHKIMIO B TAJIbHEHIIIEM.

H3BecTHO, uTO Bemymias poib B (QOPMUPOBAHUU OHOHICICUU Yy JAETed MPHUHAJICKUT
HACJIEICTBEHHON MIPEIPacloiokEeHHOCTH, BPOXKIEHHBIM U IPUOOPETEHHBIM (hakTOpam.

HacnenctBeHHas mpeapacnoiioKeHHOCTh K JMUIIETICHH B CEMbsIX OONBbHBIX BCTpeuaeTcss B 8—9
pa3 damie, uyeM Yy 310poBbIX Jereid. Hamuume 3aboneBaHMil <«QOIIENTUYECKOTO Kpyra» y
POJCTBEHHUKOB IO JMHUU MaTepu W/WIM OTLA 3HAYUTEIHHO TIOBBIINIAET PUCK BO3HUKHOBEHUS
SMUJICTICUU Y PEOCHKA.

K uucny npyrux npuumH (18,8%) oTHecenbl Oone3HM Marepu B mepuon OepeMEeHHOCTH
(TsKenble MH(EKIUU, TPaBMbl), NATOJIOTHYECKHE POJbI, aCPUKCUS BO BPEMs POJIOB, BPOKICHHbBIE
MIOPOKH, TOKCUYECKAs AUCIIECTICUS U TIPOYHE.

CornacHo nUTEpaTypHBIM JAHHBIM, T€UEHHE OEPEMEHHOCTH U POJOB y MaTepel, MMEIOIINX
neTelt ¢ sanuiencuel, B 6osiee 4yeM MOJOBHUHE CIIydaeB ObUIO HEOIAroNpUATHBIM. Y KaXJI0i 4yeTBepTOi
MaTepHu OTMeuajaach yrpo3a MpepbiBaHus OEPEMEHHOCTH Ha Cpokax /10 16 Hesenb, y Kaxa0i TpeThen —
Ha OoJjiee MO3JHMX CpOKax, JUIMTENbHAas yrpos3a MpepbiBaHus OepemeHHocTH (Oosiee 3 Henenb)
otmeuanack B 30% ciyudaeB. Cpeau geTeil ¢ snuiiercueld MoIaBisoNiee OOJBITHHCTBO POXKIECHO OT
HEJIOHOIIEHHBIX U MEepEeHOLIeHHbIX OepemeHHocTel. Kaxaplil TpeTuil peGeHOK C smuiIencued umen
IPU3HAKHU 33JIePKKHU BHYTPUYTPOOHOTO Pa3BUTHSI U /UM CTUTMBI AU3IMOpPHOTeHE3a.

@akTOpOoM  pHUCKa  pa3BUTHs  DJNWIENCUM  SIBISIETCS  YEPENHO-MO3roBas  TpaBMa
(mocTTpaBMaTUUeCcKasi SMUJIETICHs). YPOBEHb 3a00JIEBAEMOCTH IMOCTTPABMATUUECKOW JTHUIICTICHEH B
oO0I1eil momymsIuu HEBBICOK U cocTaBisieT okoyo 1-2 Ha 100000 Hacenenus B roj. 3aboneBaeMoOCTh
cpelnu IepeHecux udepenHo-Mo3roByto TpaBMy (UMT) mumpoko BapbupyeT B 3aBUCHMOCTH OT €€
TsoxecTH. [locne tsxenoit UMT puck pazButus snwiiencu yBenuuusaercsa B 10 pa3, B To BpeMs Kak
TpaBMa JIETKOM cTeneHu (moTepst co3HaHuss MeHee 30 MUHYT) HE TMOBBIMIAET pPHCKA pPa3BUTHUS
SMUJIETICHH.

W3ydyeHue maTtoreHesa SMUJIEHTHYECKUX IMMAPOKCHU3MOB Y JIeTe€H UM IMOAPOCTKOB IPEACTaBISAET
3HAYUTEJIbHbIE TPYAHOCTH M TpeOyeT CHUCTEMHOr0 MOJXO/Aa, TaK KaK CBS3aHO CO CTPYKTYpPHOM,
MeTaboINYECKO, UMMYHOJIOTHYECKOH U (YHKIMOHAIbHONW TIe€TEepPOT€HHOCThIO TOJIOBHOIO MO3Ta.
JleaTenbHOCTh 3TOM CIIOKHOW CHUCTEMBI O0ECHeuMBAeTCAd €IUHBIM U IOCTOSHHO JIEHCTBYIOIIUM
MEXaHU3MOM «HEHPOHBI — TJIMS — KPOBEHOCHBIE COCYAbl». B HacTosiiee Bpemsi CUMTAETCS, YTO
SNWJIENITOTEHE3 Pa3BUBACTCS HAa YPOBHE HEMPOIIMAIBHOTO KOMIUIEKCA IPHU OINpPENEISIONIed pon
SMWJIENTUYECKOT0 HEHPOHA.

Pa3sButue snuienrtoreHe3a OOYCIIOBJIEHO HapyIIeHHEM MeTabolM3Ma B HEPBHOM TKaHM IOJ
BIIMSTHUEM PA3JIMYHBIX STHOJOTHYECKHUX (haKTOPOB.

OngHuM U3 COBPEMEHHBIX HANpaBICHUM HCCIEIOBaHMs IaTOTE€HE3a HSMMJIEICUM  SABIISETCS
U3YYEHHE CIIO)KHBIX CHUCTEM DSHJIOTCHHBIX KOHBYJIBCAHTOB M AHTHKOHBYJIHCAHTOB, K KOTOPBIM, B



YaCTHOCTH, OTHOCSITCSI TOPMOHBI. YCTaHOBJIEHO, YTO CYILIECTBYET B3aUMOCBSI3b MEXKIY 4YacTOTOU
SNWIENTUYECKUX MPUCTYIOB U KOJeOAHMSIMU TOPMOHOB B OpraHu3Me, HO MEXaHU3Mbl 3TOM CBA3U 10
KOHIIa HE BBIICHEHBI. boiee neTanbHO M3y4EHO BIIMSHUE HA 4YacTOTy MPUCTYNOB 3CTPaaUoIIa,
IIPOT€CTUHOB M aHAPOreHOB. M3BecTHO, 4TO 3CTpaanos o01agaeT IPOKOHBYJIBCAHTHBIM 3 (dekToM, a
IIPOreCTEPOH U TECTOCTEPOH — AaHTUKOHBYJBCAHTHBIM JIelicTBUEM. B mepuos mosoBoro co3peBaHus,
COINPOBOKAAIOIIETOCS  3HAYUTENBHOM TOPMOHAJIBHOM IIEPECTPOMKOM OpraHu3Ma, OJHU  THIIBI
IPUCTYIOB BO3HUKAIOT Yalle, a APYrue MOT'yT UCUYE3aTh. Y MHOIMX JKEHIIWH OTMEYAIOTCs] U3MEHEHUS
B YacCTOTE MPHUCTYNOB B ONpe/eeHHbIE (Pa3bl MEHCTPYAIbHOIO IMKJIA (KaTaMEHHAJIbHAsL SIMJICTICHSA).
B MyxckoM opraHusMe LUKIMYECKHE KOJIEOAHMsI YpOBHEM T'OPMOHOB MEHEE BBIPAKEHBI, YEM Y
KeHIIMH. OHAKO U B 3TUX CIIy4dasX CYLUIECTBYET BIMSHUE YHAOKPUHHON CHCTEMBI HA DJIEKTPUUECKYIO
AKTUBHOCTb MO3Tra.

AHanu3 JMATEpaTyphbl NOKA3bIBACT, YTO H3YYCHHE IATOIEHE3a SMMICNTHYECKUX MapOKCU3MOB
IPOBOAUTCS BCeCTOpOHHE. OJIHUM U3 COBPEMEHHBIX HAIIPABJICHUN MCCIIEI0BAaHUS SBISIETCS U3YUYEHUE
MEIMaTOpPOB, KOTOPbIE OTHOCAT K 3HAOI€HHBIM KOHBYJIbCAaHTAM M aHTUKOHBYJIbcaHTaM. /[ucOamanc
TUX BELIECTB B OpPraHU3ME MOXKET ObITh, IO-BUJMMOMY, TI'€HETUYECKH JECTEPMUHUPOBAHHBIM,
BPOXKJIEHHBIM WJIN IPUOOpPETEHHBIM. BhIABICHNE HEHPOXUMUYECKUX OCOOCHHOCTEH SMHICHTUYECKUX
U HEINWIENTUYECKUX MapOKCU3MOB, HW3YYEHHE TOPMOHAJIBHOIO CTaTyca M €ro CBA3H C
SMWJIENTOI€HE30M IPEJICTABIACTCA BaXKHBIM KakK JUIs MpoBeAeHus nupdepeHnalbHON AUarHOCTUKH,
Tak W Jus JedeHusa. OJHAKO TMOJYy4YEHHbIE pe3yslbTaThl BECbMa MAJIOYMCICHHBI M TOJIBKO
IOATBEPKIAI0OT aKTyaJIbHOCTh Pa3BUTUs YKa3aHHOT'O HAIIPaBJICHUs UCCIIEIOBaHUS.

g neteil ¢ snumiencuel xapakTepHa BbICOKas 3a00J1eBa€MOCTh MH(PEKIUSAMH, YTO CBSI3aHO CO
CHIDKEHHMEM Yy HUX uMMyHuTera. IlepeHeceHHas HeHpouH(ekuMs SBISEeTCS  NPUUYUHON
CHUMIITOMAaTUYECKON SMUIICTICUH. Y ACTbHBIH BEC CUMITOMATHYECKHX ()OPM OOBIYHO HE IMPEBBIIIACT
15% ot Bcex BHMJOB 3MMIENCHUU. Y JEeTeH, UMEBIIUX CYIOPOrM BO BpeMsi HEHPOUMH(EKIHH, PUCK
BO3HUKHOBeHUsI smwiericur B 10 pa3 Bbllie, yeMm mpu 3a00JIeBaHUM, MPOTEKABIIEM 0€3 CyAopor B
OCTPOM IIEPHOJE.

Puck tpancdopmanuu peOpHIIbHBIX CYyIOPOT B SMUJIETICUIO COCTABIIAET OKOJIO 5,5%.

[TpumepHo 2/3 neteil ¢ sanuiencuen crpajaroT COMaTUYECKUMH XPOHUUYECKUMHU 3a00J1€BaHHUSIMH.
OtMmeueno, uro u3 100 gereit ¢ smumencueit 11 cocToAT Ha ydeTe MO IMOBOJY MEPEHECEHHOTO
remaTuTa, CTOJIBKO K€ T0J] HaOItoIeHneM y sHAoKpuHoora (6,8% c napymenuem nutanus, 1,2% —
Cc caxapHbIM auabetoM). 12% nerell ¢ snuiencueil cTpajalT aVIEPTUYECKUMHU pPEaKUMsIMH Ha
JekapcTBeHHble mpemnapatbl, 30,6% — Ha mNpoAykTel mnuTaHusd, Oosnee 60% — 3axepikKoit
MICUXOPEYEBOTr0 U MOTOPHOT'O Pa3BUTHSL.

HccnenoBanue HHUAEMUOJIOTMH JIMIEICUM NPOBOAUTCA IO Pa3HbBIM KPUTEPHSIM, 4YTO
3aTpyJHSI€T CpaBHUTENbHBIM aHaIM3 TMOJYYEHHbIX JaHHbIX. Pa3paboTka eIWHOM cucTeMbl
perucTpanuu corinacHo MexJIyHapoaHOH KiacCUpUKAMM SHWICTICUM  3HAYUTEIbHO OOJEerduT
JAHHYIO 3a/1a4y.

Hakorienne »HIOT€HHBIX aMMHOB B COBOKYNIHOCTH C MMMYHOJIOTMUECKMMH HapyLIEHUSMU
CIIY’)KMT OCHOBOM pa3BUTHSI ayTOMMMYHHBIX IIPOILIECCOB IMpH HMOWIENCUU. B mocnennue rofsl
NOSIBWINCH HOBBIE METOAbl OLIEHKM HMMYHHOI'O CTaTyca. YCTaHOBJIEHO, YTO JIUJIENTHYECKUE
NPUTIAJKA BBI3BIBAIOT AHTHUCBIBOPOTKH K Mo3rocrenudpuieckomy Oenky S-100, aHTHTENa NpOTHUB
TaHIJIMO3HUI0B MO3I'a U APYTHE.

BeposiTHOCTB pa3Butus u pazHO0Opazue GopM SMUIIETICUU Y IeTel 00BSICHIETCS 0COOEHHOCTIMU
HEMpPOTPAaHCMUCCHH, COOTHOIICHUSIMH BO30YKIAIOIIMX M TOPMO3HBIX CHHAIICOB, YYaCTHEM pa3HBIX
CTPYKTYp TOJIOBHOTO MO3I'a, COCTOSIHUEM MEXCTPYKTYpPHBIX CBSI3€M W MHUEIMHHU3ALUU B pa3Hble
BO3pacTHbIE mepuoabl. Haumbonee Tskenbple SMUIENTHYECKUE CHHIPOMBI BO3HUKAIOT Yy JeTei (B
NEepUOJ CO3pEBaHUSl TOJIOBHOTO Mo3ra). B ux sTuoioruu u maToreHese BeAyllee 3HaAU€HUE UMEIOT
TEHETHKA U TOBPEKICHMS MO3Ta.

TakuM o0pa3zom, HpU SMUJIENICUU Yy JAETeld MMeeTcsl LeNbld CHEKTP BOMPOCOB, Ha KOTOPHIE B
HACTOSIEE BpeMsl HE TOJYYECHbI WM UMEIOTCS CIOPHBIE OTBETHI M KOTOPHIE TPEeOYIOT MpPOBEIEHUS
HOBBIX MCCJICIOBAaHUH.



IOPEKTUBHOCTDb CKPUHUHI'OBOI'O METOJA OHEHKH COAEPKAHUSA
MHUKPODJIEMEHTOB Y MAJIBYUNKOB U JTEBOYEK ITPH SIINJIEIICUA

I'yzeBa B.U., I'yzeBa O.B., I'yzeBa B.B., Oxpum U.B., Epemxuna 10.A., 3e1ennosa B.B.

Kageopa nesponozuu, netipoxupypeuu u MeOuyuHcKou ceHemuxu
Canxm-Ilemepbypeckuil 20cy0apcmeennblil ReOUampuyecKuti MeOUYUHCKULL yHugepcumem
Canxm-Ilemepoype, Poccus

Jucbananc Makpo- U MHKPOIJIEMEHTOB y OOJbHBIX H3MEHSET (HhapMaKOKUHETHUECKUNA U
dapMakoIUHAMUYECKHI OTBET HAa BO3JCHCTBHE Ba30AaKTHBHBIX IPENapaToB, HOOTPOIIOB,
HEHPONPOTEKTOPOB U JApYyrux JjekapctB. [Ipu psae 3aboneBanuil jeueOHble M peaOUIUTALIMOHHBIC
MEPONPUSTHSL CIEAYET HAIIPABJISITh Ha KOPPEKLMIO BUTAMUHHOIO M METAJUIOJIUTaHAHOIO TOMEoCTasa.
JlnarHoctuka MHKpPORJIEMEHTO30B CBf3aHA, TJIaBHBIM 00pa3oM, C KOJHWYECTBEHHBIM OIpEICICHUEM
AJIEMEHTOB B WHAMKATOPHBIX OHMOCYOCTparax uenoBeKa (KpoBb, MOYa, CIIMHHOMO3TOBAs >KUIKOCTH,
HOT'TH, BOJIOCHI U T.1.).

IIpn Ha3HAYEHHH BUTAMUHHO-MUHEPAJIBHOW TE€paluM, BKIKOYAKOUIEH MUKPOAIEMEHTHI, CIEAYET
YUUTHIBATh UX UCXOJHOE COACPKAHKE U B3aMMOJICHCTBIE B OpraHU3Me.

CKpUHUHTOBBIM METOJOM JJI OLIEHKH YPOBHS MaKpO- U MHUKPODJIEMEHTOB B OpraHU3ME IMpHU
MacCOBBIX OOCIEIOBaHUAX SIBISIETCA CHEKTPAJbHBIM aHANIU3 BOJOC. ['pyOble OTKIIOHEHHS OT HOPMBI
MHUKPO3JIEMEHTOB B aHAJIM3€ BOJIOC CBHUJIETEIBLCTBYIOT O HEOOXOJIMMOCTH MPOBEACHUS UCCIIEI0BAHUS
opyrux — O6wocyOcTparoB  (KpoBb, MoOuYa M T.JI.) C  HCIOJB30BAHHEM  JOIMOJHUTEIbHBIX
JIEMEHTCIEITU(PUICCKIX WHIANKATOPHBIX METOOB.

Knunuueckoe TedeHue SMUIENICUN U HexenaTelbHble 3 (EKThl OT TPOBOAUMOMN TE€paruy MOTYT
BIIMATh HAa MHHEpAJbHBIM cocTaB. B Hacrosiiee BpeMsl MPaKTUUECKUMHU BpadyaMud BOCTPEOOBaHBI
«AASIIAe» METOAbl JIMAarHOCTHKH, TIO3BOJISIONIME C JIOCTATOYHOM CTENEHBI0 BEPOSTHOCTU
onpeeNnaTh y pedeHka Hanuuue 3aboneBanus. K Takum metogam MoKeT ObITh OTHECEHO OIpPEIeICHNE
COZIepXaHUsl PA3JIMYHBIX MHKPO3JEMEHTOB B BOJIOCaX, KOTOPOE Yy JETEH C SIUJIENCUEH MOXKET
OTJINYATHCSA U 0KA3aThCsl MATOTCHETUUECKH 3HAYUMBIM.

[Tpu >nunencuu, 0cOOEHHO B JIETCKOM BO3pacTe, MOTYT BO3HHMKATh U3MEHEHUS MUHEPAIbHOTO
o0MeHa, KaK CBsI3aHHBIE C caMUM 3a0o0JieBaHuEM, Tak U ¢ npuMeHeHneM ADII. DTo Hepeako NPUBOAUT
K OMOXMMHYECKUM HApyIICHUsSM, B TOM YHCJIE€ CHHTE3a aMHHOKHCIOT, YTO Hapsay C APYTUMU
¢dakTopamMu crocoOCTBYeT (POPMHPOBAHUIO OTCTaBaHHUS B (DU3MUECKOM M IMCUXMYECKOM Pa3BUTHU.
TakuM 00pa3oM, CBOEBpEeMEHHas IWAarHOCTUKAa M KOPPEKIUs MHHEpPaIbHOIO OOMEHa y JeTeill ¢
SNUIIETICHeN MMEeT Ba)KHOE 3HAUYEHHE, OJIHAKO JaHHbIE KOMILJIEKCHBIX MCCIIEOBAaHUM MHHEpPaIbHOIO
COCTaBa IpPH SMUJICTICUU Y IETE€H B IUTEPAType OTCYTCTBYIOT.

Ha xadenpe neBponoruu, Heiipoxupyprun u meaunuHckoil renetuku CIIGITIMY uzyuanock
cojiepkaHre MHUKpodsieMeHToB: cBuHIA (Pb), nuuka (Zn), meau (Cu), kaamus (Cd), mapranma (Mn),
kanbius (Ca), maraus (MQ), mutus (Li), amomunus (Al), sxenesa (Fe), prytu (HQ) u cenena (Se) B
Bosiocax 56 (53,85%) manbuukoB u 48 (46,15%) neBodek c snuiencuen, a Takxke 28 aereld Tpymnbl
cpaBuenus, 14 (50%) u3 kotopbix aeBouku u 14 (50%) — manpuuku. Bo3pacT nereit coctaBisi oT 5
MmecsueB 10 17 ner.

PaccmatpuBanoch oTHocuTenbHOE (Oe3pa3MepHOe) coaepKaHHEe MHUKPOIJIEMEHTOB, KOTOpPOe
MOJIy4aJIOCh B PE3YJbTaTe JACICHUS UCXOJHOIO 3HAYEHUSI MUKPOJJIEMEHTA Ha €ro CpeHee 3HAaUCHHE Y
BCEX MAaJIbYMKOB TpYMIbl CpaBHEHHA. TakuM o00pa3oM, BCE OTHOCHUTENbHBIE CpEJAHHME 3HAUCHUs
COJIEpKaHUsI MUKPO3JIEMEHTOB Y MAJIbYUKOB I'PYIIIBI CPABHEHUSI TPUHUMAIKCH 32 1.

Craructuueckass  oOpabOTKa  JaHHBIX  HMCCIEIOBAHWKA  TMPOBOJAWIACH C  IOMOIIBIO
napameTpuueckoro kputepust CTbIOICHTA.

Y MalbuMKOB C JMWICTICHEH BBISBIEHBI TpH J0cTOBepHO oTiaudarontuecs (P > 0,90) mo
COJIEP’KaHUIO MENIM B BOJIOCAX BO3pPAcTHBIE IPyNnbl: 10 § jeT, oT § 1o 13 net u ot 13 no 17 ner. /e
JIOCTOBEPHO OTJIMYAIOLIUECS 110 COJACPKAHUI0 MUKPOIJIEMEHTOB B BOJIOCAX MAJIbYUKOB C SMUJIETICUEN
YCTaHOBJICHBI JyIsi cBUHLA — 110 13 neT u ot 13 o 17 ner, mapranna — 10 15 ner u ot 15 no 17 ner u
st Kanbluga — A0 10 set u ot 10 o 17 net. st ocTaJbHBIX MUKPOAJIEMEHTOB — IIMHKA, KaJMUS,



MarHusi, JHUTHS, QJIIOMUHUA, Kejle3a, PTYTH U CeJeHa BO3pACTHbIE TPYIIbl, JOCTOBEPHO
otimyaromuecs (P > 0,90) mo conepkaHUI0 MUKPOIJIEMEHTOB B BOJIOCAX MAJIbYMKOB C IMHIICTICUCH 10
17 net, He yCTaHOBJICHBI.

Ycranosieno nocroBepro (P = 0,85) Gonee BbICOKOE cofep)kaHHE MapraHila U KaJbIUSA Yy
MaJbYMKOB C 3MWICTICUEH MJIaAIINX BO3PACTHBIX TPYII, U MEJIM Y MaJIbYUKOB C SIUJICTICUEH CpeHeH
BO3PACTHOM T'PYNIIBI MO CPAaBHEHUIO C COJIEP)KaHHEM B BOJIOCAaX Yy MaJbUMKOB MIIAIICH U cTapiiei
BO3PACTHBIX TpPYIMI, a TaKXe JIOCTOBEpHO Oojiee HMU3KOE COJAEp)KaHHE CBHHILA y MaJlbUHUKOB C
SNWICTICUEN MJIJIIIEH BO3PACTHOM I'PYIIIbI, YEM Y MAJIbYMKOB CTapIIEH BO3PACTHOMN TPYIIIIHI.

VY neBoyek C SNMIENCUEN BBIABIEHBI JBE JOCTOBEPHO OTJIMYAIOUIMECS 110 COJAEPKAHUIO
MHUKPO3JIEMEHTOB BO3PACTHBIEC TPYIIIbI JIJIsi CBUHIIA — 110 15 jeT u oT 15 go 17 ner u nnga meau — 1o
10 ner u ot 10 no 17 ner, 3 Bo3pacTHbIE IPYMIbI ISl MarHus — 10 2 JeT, oT 2 10 6 jieT u oT 6 1o 17
net. He BBISIBIEHO CTaTUCTUYECKH 3HAUUMBIX Pa3IMuuil y AeBoYeK A0 17 et B coepKaHuu B BOJIOCAX
[MHKAa, KaJMUsl, MapraHia, Kajablus, JTUTUS, ATIOMUHUS, JKeJe3a, PTYTH U CeJIeHA.

HccnenoBanue TOCTOBEPHOCTH Pa3lInyMsl COACPKAHMSI MUKPORJIEMEHTOB B BOJIOCAX MalbYMKOB
C JIMWJIENICUENW U TPYNIbl CPaBHEHHUS IOKAa3aj0, YTO CTATUCTUYECKU 3Hauumoe pasnuuue (P > 0,90)
BoIsiBiIeHO 17 10 (83,33%) paccmaTpuBaeMbIX MUKPODJIEMEHTOB. Y MalbYMKOB C dMuiIencueit 1o 17
JET JOCTOBEPHO HMKE COJEp)KAaHHUE B BOJOCAaX LMHKA, KagMHs, Mar"us, pPTYTH U CEJIEHa, a
coJiep’KaHue AIFOMUHHUSI TOCTOBEPHO BBIIIE, YEM Yy MaJIbUHUKOB IPYIIBI CpaBHEHUS 10 17 JeT.

VY MaJIbUMKOB C SMWJICNCUEN KaK MJIAJIIEH, TaK M CTaplIedl BO3PACTHOM TPYIIIbI JOCTOBEPHO
BBIIIIE COJIEpP KaHUE CBUHIIA, a COJIEp)KaHUE MapraHiia — JOCTOBEPHO HIKE, YEM Y MATbUHUKOB IPYIIIIBI
cpaBHeHus 110 17 ner.

CopnepxaHue KaibIUs Yy MaJb4MKOB C SMWJIETICHEH cTapieil BO3pacTHOM TPYIIBI JOCTOBEPHO
HIDKE, YEM Y MAJIbUMKOB I'PYIIIBI CpaBHEHMS 10 17 ner.

CopepxaHue MeOu B BOJOCAaX MaJb4YMKOB C AMWICNICMEH MIaiield U crapiieidl BO3pacTHOMN
TPYIIIBI TOCTOBEPHO HIIKE, YeM y MaJbYMKOB TPYIIbI CpaBHEHUS 10 17 JEeT, a y MaJIbuuKOB CpeIHEH
BO3pPACTHOM I'PYMIbI COAEPKAHUE MEIA 3HAUMMO HE OTIMYAETCS OT COACPKAHUS Y MAIbUYUKOB IPYIIIbI
cpaBHeHus 110 17 ner.

CpenHee conepkaHue JIUTHS U JKeJie3a B BOJIOCaX MaJbUMKOB € 3MUIIETICUeN 10 17 JaeT 3HauuMo
HE Pa3IN4aeTcsi OT UX CPETHUM COACPKAHUS Y MATBYUKOB TPYIIIBI CPABHECHHS.

Cratuctuuecku 3Hauumoe paznuuue (P > 0,90) B Bojocax neBOUYEK C SMUIENICHEN W TPYIIbI
CpaBHEHHUS yCTaHOBIIEHO s 8 (66,67%) paccMarpuBaeMbIXx MUKpOdJieMeHTOB. CojepkaHue pTyTH,
LMHKA, KaJIMMsI, KaJIbLIMsI, MApTaHIla U CEeJIeHa y JE€BOYEK C AMujencuen 10 17 ner 10CTOBEpHO HUXKE,
YeM y JIEBOYEK T'PYIIBI CpaBHEHUs 710 17 Jer.

CoaepxaHve CBMHIA Y JAEBOYEK C SMHWICIICUEW MIIAAIIEr0 BO3PACTHOW TPYHIIbI JTOCTOBEPHO
BBIIIIE, YEM Y JIEBOUYEK T'PYIIIBI CPaBHEHUS 10 17 JeT.

CojaeprxaHuie MarHus y JIeBOUYEK C 3IMICTICUEN cTaplIieil BO3pACTHOM I'PyMHIbl JOCTOBEPHO HHUKE,
YeM y JIEBOYEK T'PYIIIBI CpaBHEHUs 110 17 Jer.

Conepxanue MeIu, TUTUS, ATIOMUHUS U JKelle3a y IEeBOYEK ¢ anuierncueit 1o 17 ner 3HauuMo He
OTJIMYAETCS OT MX COJACPKAHUS Y IEBOUYEK TPYIIIHI CPAaBHEHUSI.

TakuM o00pa3oM, OCOOCHHOCTH METa0OoIM3Ma MHUKPOIIEMEHTOB Y KOHKPETHOTO OOIBHOTO
JOJKHBI YUUTBIBaTBCS NPU BbIOOpE Mpemnapara W €ro J03UPOBAHHUU. OTO OCOOEHHO KacaeTcs
XPOHUYECKHX 3a00JIeBaHUM, K KOTOPBHIM OTHOCHTCS STTUJICTICHUS.



COJEP)XKAHUE TPUHOATUPOHUHA B KPOBHU JIETEN C SITAJIEIICUEN
PA3HOI'O IIOJIA

I'yzeBa B.U., I'yzeBa B.B., I'y3zeBa O.B., Oxpum U.B., Epemkuna [0.A.

Kageopa nesponocuu, netipoxupypeuu u MeouyuHcKou ceHemuKu
Canxm-Ilemepbypeckuil 20cy0apcmeennblil ReOUampuyecKuti MeOUYUHCKULL yHugepcumem
Canxm-Ilemepoype, Poccus

CogneprkaHue B IIa3Me KpOBU THPEOUTHOTO TopMoHa — TpuioaruponuHa (Ts) uzyqanoce y 32
MaJbYMKOB U 46 JEBOYEK C SMUJICNICUEH, a Takke y 42 ManbuuKOB U 47 JE€BOYEK IPYIIbl CPABHEHUSI.
JlMarHo3 «3Mujencus» yCTaHOBJIEH B PE3Y/IbTaTe KOMIUIEKCHOIO OOCIENIOBaHMs JE€TeH € y4yeToM
MHCTPYMEHTAJIBHBIX JAHHBIX U JIaHHBIX aHaMHe3a. Bo3pact nereit cocrasis ot 8 1o 17 Jer,

OmnpezneneHue colep’kaHusi TOPMOHA B KpPOBH JE€TeH MPOBOJMIOCH B COOTBETCTBUHU C
WHCTPYKLIMEH TI0 TPHUMEHEHHWIO Ha0opa peareHTOB [UIi HMMMYHO(QEPMEHTHOTO OIpEeICHUs
TPUHOATUPOHHUHA B CHIBOPOTKE KPOBHU YEJIOBEKA, yTBEpkKIAeHHbIX M3 PO.

Brraucnsmics 6e3pa3mepHbie 3HaUSHHSI TIOKa3aTeneld TpUHOATUPOHUHA, KOTOPBIE MOTYJalich B
pe3ysbTare JejeHus aOCOMIOTHBIX 3HaU€HUI TOPMOHA Ha €ro CpeJjHee 3HaYeHHUE Y MalIbUyUKOB TPYIIIIbI
cpaBHeHus 8—9 ner.

CraTucTHyeckMi aHaJW3 J@HHBIX MPOBOAMJICS C momoulbio Kpurepus CrbrogeHTta. 3a
JIOCTOBEPHBIE MPUHUMAIINCH pa3inuuus npu BepostHoct P > 0,90.

HccnenoBanue mokasasio, YTO BHYTPH BO3PACTHOIO auana3oHa 8—17 JeT 10CTOBepHbIE OTINYUS
B COAEpXAaHMM TOPMOHAa Kak Yy MaJb4MKOB, TaK U JIEBOYEK C DSIUJIEICHEH OTCYTCTBYIOT.
JoBepurensHbiii uaTepsai (P = 0,90) nis conepkaHust TOPMOHA B KPOBU Y MAJIbUUKOB € SMHJIEIICHEN
8-17 ner cocrasmnser (0,899 + 0,093), a y nmeBouek ¢ smmiencuei 8—17 nmer — (0,855 £+ 0,060).
3HayMMoOe pa3uyMe B COAEP)KaHUU IOPMOHA y MajJbUMKOB W JeBoYek ¢ snwiencueid npu P > 0,90
TaK)K€ HE YCTaHOBJICHO.

Y Manp4yuKOB TIpYNIbl CPAaBHEHUS YCTAHOBJIEHBI JBE BO3pPAcTHBIE TPYIIBI C JOCTOBEPHO
pasTUYaImUMcs cofepxkanueM ropmona — 8-9 ser m 10-17 ner. JloBepurenbubiii naTEpBan (P =
0,90) nnst comepkaHusi TOPMOHA B KPOBU y MaJIbUMKOB IpyIbl cpaBHeHus 8—9 set coctasiset (1,000
+ 0,143), y manpunkoB 10-17 ner — (0,730 £ 0,057), noBepUTENbHBI HHTEPBAI JJII Pa3HOCTH
CpeIHMX 3HAUCHUI COepKaHKsI TOPMOHA Y MalibunkoB obeux rpymn — (0,270 + 0,138),

VY MaJbuMKOB C 3MUJIENICHEN U MaJbUMKOB MIIAJIIIEH IPYMIbl CPABHEHUS COJEPKaHUE TOPMOHA
noctoBepHo He paznuuaercs (P < 0,90), a y MagbuuKOB C 3MMIIENICHEH 110 OTHOIIEHUIO K MalbuyUKaM
cTapiiel BO3pacTHOM TPYMIbl CPaBHEHUSI OHO JOCTOBEPHO BHINIE, W JOBEpUTENbHBIN nHTEepBai (P =
0,90) s pa3HOCTH CpeHKUX 3HAUCHUil coaepxkanus ropmona paseH (0,170 + 0,093).

VY neBouek TPYIIbl CPABHEHMsI TaKKe YCTAHOBJIEHBI JBE BO3PACTHBIE TIPYMIbI C JOCTOBEPHO
pasnyaomumcs cojiepkaiieM ropmona — 8-13 net u 14—17 ner. JloeputenbHslit uarepsan (P =
0,90) nnst comeprkaHusi TOPMOHA B KPOBH Y JICBOUEK Tpymibl cpaBHeHHS 8—13 et cocrasnser (0,799 +
0,080), y meBouek 14-17 mer — (0,622 £ 0,059), moBepHUTENnbHBI WHTEPBAN ISl Pa3HOCTU
coJiepKaHus TOpMOHa y AeBodek ooenx rpymm — (0,177 £+ 0,097).

Y ManbuumkoB Miaalledl BO3pacTHOM TIpyNIbl CPaBHEHMs COAECpPKAHHE TOPMOHA JTOCTOBEPHO
BbIIIIE, YEM Yy JIEBOYEK MJIaJIIel BO3pacTHOM IpymIbl CpaBHEHUS, U AOBEPUTENbHbIN MHTEepBan (P =
0,90) mns pasHocT cpennux 3HaveHuit paBeH (1,701 + 0,051). ¥V mManbuukoB crapiieii BO3pacTHOM
TpyNIbl CpaBHEHMs COJEpXKaHHEe TOpPMOHA TaKXXe JIOCTOBEPHO BHIIIE, YeM Yy JEBOYEK cTapluen
BO3pPacTHOM TpYIIIBl CpaBHEHMs, W AOBepUTeNabHbIM mHTepBan (P = 0,90) mna pasHocTH cpenHux
3nauenwuii pasex (0,107 + 0,083).

VY JneBouek C BnWIENCHENd M AEBOYEK MJIAAIIEH TPYNIbl CpPaBHEHUS COJEpKAaHUE TOPMOHA
noctoBepHo He pasznuuaercs (P < 0,90), a y naeBodek ¢ smujencueld 1mo OTHOIICHHWIO K JEBOYKAM
CTapLIeil BO3PACTHOI IPYIIIbI CPABHEHMSI OHO JOCTOBEPHO BBILLIE, U JOBEPUTENBHBIN UHTEpBan (P =
0,90) 1t pa3HOCTH CPeIHUX 3HAUYECHHUH coaepskanus ropmona pase (0,233 + 0,082).

Takum o0pazom, copepikaHue TPUHOATHPOHWHA B KPOBM 3aBHUCHT OT BO3pacTa M IMojia. DTH
JTAaHHbIE HEOOXOANMO YUUTBIBATh MPH MEPCOHATN3ALUY TEPATUH SIMUICHICUH Y JETEH.



PE3YJbTATbBI AHAJIN3A KIIMHUKO-AHAMHECTUYECKHUX TAHHBIX Y JETEN
A0 IMOJYYEHUSA YEPEITHO-MO3I'OBOU TPABMbI

I'yzeBa B.B., Kacymos B.P., PazymoBckuii M.A., Opea B.B., Epemkuna I0.A.

Kageopa nesponocuu, netipoxupypeuu u MeouyuHcKou ceHemuxu
Canxm-Ilemepbypeckuil 20cy0apcmeennblil ReOUampuyecKuti MeOUYUHCKULL yHugepcumem
Canxm-Ilemepoype, Poccus

Hns OGosee TouHOoM nmarHocTuku mociuenctsuii UMT y gereit uccimenoBaHbl KIMHHUKO-
aHAMHECTHYECKHUE JaHHBIC 10 TpaBMbl. M3yueHne nepuHatanbHOro anamuesa 81 peGeHka ¢ uyepenHo-
MO3TOBOM TPaBMOW pazIMYHON TSXKECTH MOKA3aj0, YTO OH HE OTATOLIEH y OOJBIIMHCTBA JieTeid — 56
(69,14%), Brmouas 31 (55,36%) pebenka c nerkoii crenenpto YMT, 11 (19,64%) nereii co cpenne-
soxenoi crenenbio UMT u 14 (25%) nereii ¢ Tsxenoit crenensto UMT. V 25 (30,86%) nmereit
YCTaHOBJICH OCJIO)KHEHHBI TEepUHATAIBHBIM aHaMmHe3, B ToM uucie y 16 (64%) nmereit c yerkoii
crenenbto UMT, 5 (20%) mereii co cpeane-tsokenon crenenbio UMT u 4 (16%) neteit ¢ Tsbxenoin
crenenbro YMT.

Cpenau ocnokHEeHUN OepeMEHHOCTH dYalle BCTPEYaluCh Yyrpo3a MpepbiBaHUs OEepeMEHHOCTH
(44%), Toxcukos (20%), anemus (12%), ponoctumyssitus (12%), cpounble poJibl, MPEXIEBPEMEHHBIE
ponbl, OPBU, recto3, Hu3Kas mianeHTanus BCTpedanuch B 8% cily4aeB, OCTAJIbHBIE OCIIOKHEHUS — B
4% cny4daes.

HacnencTBeHHOCTh 1O 3MWICTICMM OTMEYalach y 5 JIeTeld — TPOUX JETEH C JIErKOW CTENEeHbIO
UMT, oxgHoro pebeHka co cpenHe-Tskenon crenenbo YMT u onHOro pedeHka ¢ TSHKEIOW CTENEHbIO
UMT. B nByx ciydasx SHWIENCHEN CTpaJald POAUTENH JeTel, B TpeX clydasx — OJu3Kue
POICTBEHHUKH AETEH.

Jo nonyyenus YMT 3azmeprkka MOTOPHOTO pa3BUTHs oTMeuanach y 2 (2,47%) aerei, 3aaepxka
TICUXUYECKOTO pa3BuTus — y 4 (4,94%) nereit, 3a7epxka pedeBoro pazButust — y 5 (6,17%) nereit.
Ha moment UMT 1 pebGeHOk HaxoAuics B BO3pacTe JABYX MeECAIEB, OTCTaBaJl B ICUXOMOTOPHOM
pazButun u nonyunn UMT cpeane-tsxkenoit creneHu TskecTH. OcTanbHble JAETH B MOMEHT
nonyyeHuss YMT B Bo3pacTe oT 2 10 7 JIeT UMENH OTCTaBAHKUE B ICUXOPEUYEBOM PA3BUTHUH U MOTYUUIU
YUMT nerkoui CTeNeHU TAKECTH.

[TomyueHHble KIMHUKO-aHAMHECTUYECKUE JaHHBIE CIOCOOCTBOBaIM Ooliee paHHEH M TOYHOMN
JIMarHOCTHKE U JedeHuto nocueactsuidi UMT y nerent.

YACTOTA ITHOJOTUUYECKHUX ®PAKTOPOB YEPEITHO-MO3I'OBOM TPABMBbI Y
NETEN

I'yzeBa B.B., Kacymos B.P., Opea B.B., CeBpyk E.A.

Kadgheopa nesponozuu, nevipoxupypeuu u meOuyuHckou 2eHemuxu
Canxm-Ilemepoypeckuii 2ocyoapcmeennblii neOuampuieckuil MeOUYUHCKUU YHU8epcumem
Canxkm-Ilemepoype, Poccus

O6cnenoBan 81 pebeHOK ¢ uepemHo-mMo3roBoi TpaBMoil (UMT) paznuvHoi cTeneHu TAKECTH.
N3 obmero uncma nereit 49 (60,49%) manpunkoB u 32 (39,51%) nesouku. Bo3pact aereit coctaBisii
oT 2 Mecsues 110 18 ner.

bonbummHcTBO NeTeil momyunnu TpaBMy B ObITy — 44 (54,32%), U3 KOTOpPHIX MajibuuKoB 24
(54,55%) u nesouek 20 (45,45%), TpaBMy B 10OpOKHO-TpaHcOopTHOM npouctiecTBur (ATII) momyunn
21 (25,93%) pebenok, u3 kotopsix 15 (71,43%) manbuukoB u 6 (28,57%) neBOYKH, IPOYHUE TPABMBI
(ynuuHble, HeopraHuW3oBaHHBIN cropt) momyuwnd 16 (19,751%) nereit, uz xoropsix 10 (80%)
ManbuukoB U 6 (20%) neBouek (pucyHok 3.4). 2 (2,08%) O0NbHBIX MONYYUIH OBITOBYIO TPaBMy U
tpaBmy B JITTI, 3 (3,125%) GonbHBIX — OBITOBYIO TPaBMY U IIPOUYIO TPABMY.

Cpennuii Bo3pact nereil, moayuuBmux TpaBMmy B JITII, mocTtoBepHO mpeBbIIAET CPEIHUM
BO3PACT JeTeil ¢ OBITOBOM TPaBMOM M JTOCTOBEPHO HE OTJIMYAETCS OT CPEIHEro Bo3pacra JeTel ¢



OpPOYMMH TpaBMaMH, a CPEIHUN BO3pacT JAeTeld C MPOYMMH TpaBMaMH JOCTOBEPHO IPEBHIIIACT
CPEIHHI BO3pAcCT JieTel ¢ OBITOBOM TPaBMOM.

B o0mieit rpynme OONBHBIX YMCIO JeTel ¢ OBITOBOW TPAaBMOM JOCTOBEPHO MPEBBIMIAET YHCIIO
nereii ¢ Tpamoit B JITII (prme = 0,000139), a uncio gereit ¢ paBmoii B JITIT 10CTOBEpHO MPEBHIIIACT
YKCII0 AeTel ¢ mpounMu TpaBMaMi (prve = 0,0965).

CrnenyeT OTMETUTH, YTO 3HAUMMO HE PA3IMYACTCS] YHUCIO MAJBbYMKOB U JEBOYEK, MMOTYUHBIIHUX
TpaBMy B ObITY, B 0o01eii rpymme aereid (prve = 0,110) u B rpynme nereit ¢ ObITOBOM TpaBMOH (Prva =
0,118), oiHAaKO MOYYHBIIUX TPABMY B OBITY MaJIbUUKOB CPEH BCEX MaJbUUKOB JOCTOBEPHO MEHBIIIE,
4yeM JeBOYEK cpelu Beex jeBouek (prvo = 0,090).

JloCTOBEpHO pa3IMyaeTcs YMCIO MAJIbYUKOB U JIEBOUEK, MmonyduBmux tpasMy B JITII, B oOmieit
rpymnne nered (prmo = 0,022) u B rpynne aereii ¢ tpaBmoi B JATIL, (prme = 0,005), ognako umcio
nonyuuBmux TpaBMy B JITII mManbuumkoB cpean BceX MalbYMKOB M JEBOUEK CpPEAHM BCEX JIEBOYEK
JOCTOBEPHO He paznuuaercs (prmo = 0,105).

Cpenu Bcex AeTeil ¢ mMpoyrMMH TpaBMaMmHu, cpeiu Bcex neteit ¢ UMT, a Takxke cpemu Bcex
MaJIBYUKOB M BCEX JCBOUYEK C MPOYMMHU TPABMAMHK YHCIIO MAJTBYUKOB M JICBOYCK C IPOYNMH TPAaBMaMHU
3HaYMMO He pasnudaetcs (prvo = 0,107, prvo = 0,122, prvo = 0,222 COOTBETCTBEHHO).

Takum obpaszom, cpeau Beex nereir ¢ UMT u cpeam Bcex nereir ¢ UMT, TpaBMHpPOBAaHHBIX B
JTII, MaibuuKOB JOCTOBEPHO OOJIBIIIE, YEM JICBOYCK.

OCHOBHBIE KJINHUYECKHUE XAPAKTEPUCTUKHU YEPEITHO-MO3I'OBOM
TPABMBI Y JIETEN

I'yzeBa B.U., Kacymos B.P., Opexa B.B., I'yzeBa B.B., I'yzeBa O.B., PazymoBcknii M.A.,
3eaennona B.B.

Kageopa nesponozuu, netipoxupypeuu u MeouyuHcKou ceHemuxu
Canxm-Ilemepoypeckuii 2ocyoapcmeennblii neouampuideckuii MeOUYUHCKUL YHU8epcumem
Canxm-Ilemepbype, Poccus

ITpu oOcnenoBanum 81 pebeHka ¢ UepernHO-MO3rOBOM TPaBMOI pa3IMUHON TSHKECTH YCTaHOBJIEHO, YTO
u3zonupoBaHHylo UMT nonyumnu nopasstomiee OonbmimHCTBO Aereit — 79 (97,53%), couetanHyro
— 2 pebenka (2,47%) 3-netHero u 12-jeTHero Bo3pacTta, MEPBBIH U3 KOTOPHIX MOJIYUYHI MEPEIOM
6okoBoit Maccel C1 6e3 cmemienus, ymub nepeaHeil OprOIIHON CTEHKU M YyIIHMO MOYeK, a BTOPOH —
nepenom Oezpa.

[TonaBnstomee OonbMHCTBO — 75 (92,59%) neteil monydyunaum 4epernHO-MO3TOBYIO TPaBMY
BrepBble, 6 (7,41%) nereil monayunnau ee moBTopHO. Bee aetn momyumnu noBropHyto UMT nerkoit
CTEIEeHU TSHKECTH B Bo3pacte ot 1 g0 16 jer.

3akpeitas YMT ycranosnena y 76 (93,83) nerei, otkpsitas — y 5 (6,17%) nereit B Bo3pacte oT
4 no 16 ner. YerBepo nereii ¢ oTkpbeiToit UMT nmenu tsoxenyto crenenb UYMT, onuH peGeHOK —
cpenHe-Tsbkenyro creneHs UMT.

Cortpsicenue roioBHOro mo3ra umesno mecto y 47 (100%) nereri ¢ UMT nerkoit creneHu. Ymmo
TOJIOBHOTO MoO3ra Jerkod cremeHu ycraHoBieH y 13 (81,25%) mereit ¢ UMT cpenne-Tsxenoit
cTerneHu; ymub roJIoBHOTO Mo3ra cpennen crernenn — y 3 (18,75%) nereit ¢ UMT cpeane-Tsoxenoun
CTEeTeHH; yIIUO TOJOBHOTO MO3ra TspKenoi creneHH BoisiBleH y 18 (100%) neteit ¢ UMT Tsikenoi
CTETIeHH.

Cnasnenue mosra Ha ¢oHe ymmba BoisiBIeHO Y 13 (72,22%) nereit ¢ UMT Tskenoil cremneHw,
cpenu KoTophix 8 (61,54%) nereii ¢ rematomamu, 2 (15,38%) mereii ¢ mepenoMoM KoCTel dyeperna u 3
(23,08%) nereii ¢ TeMaToOMOIi U IEPETIOMOM KOCTEl deperna.

AHaToMo-Mop(oJIOTUYECKHE OYark B BUJIE IEPETIOMOB KOCTEH yeperna Mpu NepBUYHOM OCMOTpE
3adukcupoBansl y 5 (31,25%) nereit co cpenne-tskenoid UMT (MHOTOOCKOIBYATHIN MEPEIoM MPaBoOi
no6Hoi koctu — y 1 (20%) peGenka, mepenom jeBoi TeMeHHON koctH — y 1 (20%) pebenka,
nepesioM TeMeHHou koctu — y 3 (60%) nmereit) u y 4 gereit ¢ Tsokenoit UMT (mepenom ocHOBaHMs
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yepenna — y 1 (5,56%) peOenka, mepenoM pemeTdyaTodl KOCTH ¢ MHTPAaKPaHUAIbHBIM CMEUICHUEM
otnomka — y 1 (5,56%) pebenka, nepenom tTeMeHHoM koctu — y 2 (11,11%) nereit).

VY 1 (2,13%) pebenka c nerkoii crenensio YMT oOHapy>KeHBI CCaHMHBI U T€MAaTOMBI JHIa, Yy 1
(6,25%) pebenka co cpenne-Tspkenoil YMT — ymubd MATKUX TKaHEH rOJIOBBI.

2 (4,26%) pebenka c yerkoit crenenpto UYMT momydmiii, COOTBETCTBEHHO, YITUOICHHYIO paHy
710a ¥ ymuOJICHHYIO paHy TeMEHHOM 00JIacTH ClieBa.

VY 1 (5,56%) pebenka ¢ tsoxenoid UMT obHapykeH OTEK TOJI0BHOTO Mo3ra, y 1 (5,56%) pebenka
¢ Tsoxeno UMT — pa3Mo3zkeHne JIeBOi BUCOYHOM, TEMECHHOM M JIOOHOMW JTOJICH CO CAaBJICHUEM JICBOM
remucdepsl ogaramu ymuoa, y 2 (11,11%) nereit ¢ tspkenoit UMT — KOHTY3HOHHO-TEMOPPAruIecKue
ouaru B mpaBoil BucouHoil gone. Y 1 (6,25%) pebenka co cpenue-tspkenoir UMT koHTy3HOHHO-
reMopparu4eckuii oyar oOHapy>eH B JIEBOM BUCOYHOM J07I€.

Y 1 (6,25%) pebenka co cpeane-tsokenod UMT mpousonuio cyOapaxHouaaibHOE
KPOBOUBIIUSHUE.

BuyTtpuuepemnubie reMaTombl 3apukcupoBanbl y 2 (4,26%) nereit ¢ UMT nerkoit Tsokectd Uy 3
(16,67%) nereii ¢ Tsoxenonn UMT.

Hanuuue snunentuyeckux MpUCTYNoOB ycTaHoBieHO y 7 (8,64%) nereii: y 4 (8,51%) nereii ¢
nerkoit UMT, y 2 (12,5%) nereit co cpeane-tspkenot UMT u y 1 (5,56%) pebenka ¢ tsxenoit UMT.

TakuM 00pazoM, KIMHUYECKHE MPOSBICHUS TPABMATHUECKOTO MOPAaXEHUSI FOJOBHOIO MO3Tra y
JIETe KOppeIUpyroT ¢ TskecThro UMT.

W3MEHEHUE ®OPMbI PACIIPEJEJTEHUSI AMUHOKHUCJIOT U KAPHUTHHOB Y
JAETEU C DITUJIEIICUEHN

I'yzeBa B.HU., I'yzeBa O.B., I'yzeBa B.B., Oxpum U.B., 3e1ennosa B.B., Epemkuna F0.A.

Kageopa nesponozuu, netipoxupypeuu u MeouyuHcKou ceHemuxu
Canxm-Ilemepoypeckuii 2ocyoapcmeennblii neouampuideckuii MeOUYUHCKUL YHU8epcumem
Canxm-Ilemepbype, Poccus

BakHbIM 3BEHOM B JESATEIBLHOCTH MO3Ta SBISETCS €ro 3HeproodecrneyeHue B HOpME U IpHU
naToJoTuu. BelpaskeHHOE HapyIIeHUE Pa3JINYHBIX 3BEHBEB SHEProoOecnevyeHus AesITeIbHOCTH MO3Ta,
B TOM YHCJIE BCJIEICTBUE HEAOCTATOYHOCTH KAPHUTHHA, YCTAHOBIICHO NIPH IHJIETICUH.

B crpykType 3aboseBaHHS KapHUTHHOBAas HEIOCTATOYHOCTh MOXET OBITh TEPBUYHOU U
BTOPUYHON, METUKAMEHTO3HOM.

KapHuTHH HEe CHM)XKAaeT KOHILIEHTPALMIO BaJbIIPOEBOW KHUCJIOTHI B IUIa3ME€ M €€ KIMHUYECKUI
3¢ ¢dexT, MOXKeT yayyllaTh €€ KOHTPOJIMpYIollee JeHCTBHME B OTHOIIEHUH SHHJIECHTHYECKHX
MPUIIAIKOB.

Takum 00pa3oM, HMEIOTCS OCHOBaHMS ToOjaraTb, 4TO y JETeH ¢ Smuwiencueil u3MeHsercs
coJiep)kaHue KapHUTUHOB M aMMHOKHCIIOT B IJIa3Me KPOBH.

Ha kadenpe neBponoruu, Heiipoxupypruu u menuuHckoid reaetuku CIIGITIMY obcnenoBano
32 pebenka c snunencueit (12 manpunkoB u 20 geBoyek). Y BceX JeTel onpeesuioch CoJiep:KaHue B
KpoBH 12 amuHOKucHO0T ¥ 30 KapHUTHHOB. Bo3pacT nereit coctasisul ot 3 Mecsues 10 14 ner.

OueHka NaHHBIX COAEpXaHHUS AMUHOKHCIOT W KapHUTUHOB B KPOBHM JETeH C »mIuIIencueit
IIPOBOAMJIACH IIYTEM HX COIOCTABJIEHHS C COACPKAHUEM aMHHOKHMCIOT M KapHUTHHOB y 19 nereit
rpynnsl cpaBHeHUs. B 3Ty rpymmy oTOMpainch 1eTH, Y KOTOPBIX OTCYTCTBOBAJIU MPOrPECCUPYIOLINE
HEBPOJIOTUYECKHE M KIIMHUYECKU 3HAUMMbIE COMaTHUYEeCKHE 3a00JIeBaHMUS.

Craructudeckasi 00paboTKa JTaHHBIX TPOBOJWIACH C TOMOINBIO F-pacrpeneneHuss ¥ TOYHOTO
merona Pumepa. Vcrnonb30Banuchk OTHOCUTENBbHBIE O€3pa3MepHbIE 3HAu€HHs, ONpejaessieMble Kak
OTHOLIEHHE COJIEp’KaHusl B KPOBU peOEHKa aMUHOKHCIIOTHI WJIM KapHUTHHA K UX COOTBETCTBYIOIIEMY
CpeHEMY 3HAUEHUIO B KpOBHU JAETEW Ipynmbl cpaBHEHHA. Kpome pasznuumii B CpeHHUX 3HAUYCHMSX,
U3y4aJloch paszauuue B (OpMe paclpeAciIeHMH — Ppa3sHOCTH MeXAy KpalHUMHU 3HaYeHHUIMU
BBIOOPOYHOTO psijia UM HIMPUHE pacIipeaesICHH.

OTmeruM, UTO IIMpPUHA paclpeneNeHuss BbIOOPOUYHBIX 3HAUEHWM  XapaKTepHU30Balach
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CPEIHEKBAIPaTUUECKUM UJIM CTaHJAPTHBIM OTKJIIOHEHHEM. OTHOCUTENbHBIC 3HAYCHUS JOBEPUTEIbHBIX
MHTEPBAJIOB ISl OTHOCUTENBHBIX CPEIHEKBAIPATUUECKUX OTKJIOHEHUN pachpellelieHui collepsKaHus
AMUHOKHCJIOT U KapPHUTUHOB B KPOBM y J€TEH C SMUJIENICUEN U IPYNIbl CPABHEHUS BBIYMCIISIUCH KaK
OTHONICHHE CTAaHAAPTHOTO OTKJIOHEHUS paclpeiesieHus: CoAep>KaHusl B KpOBU peOeHKa aMUHOKHUCIIOTHI
WIM KApHUTHMHA K COOTBETCTBYIOIIEMY CTaHIApPTHOMY OTKJIOHEHMIO PACIpPENENICHUs COJEpKaHUs
AMUHOKHCJIOTHI WJIM KapHUTHHA B KPOBU J€TeH IpyNIbl CpaBHEHUS. TakuM o0pa3oMm, Bce CTaHAapTHBIE
OTKJIOHEHMS] PACIpPE]ENICHUN COJEp)KaHUs aMHHOKHCIOT W KapHUTUHOB B KPOBU JAETEH TIpPYIMIIbI
CpaBHEHMs  mNpuHUMaiuch 3a 1.  JloBepuTenbHble  HMHTEpBajbl  Jii  OTHOCUTENIBHBIX
CPEAHEKBAIPATHYECKUX OTKIOHEHHIT BBIYHCISUINCH C MOMOIIBIO Y 2-PACIIPEICICHHS U BEPOSTHOCTH
P = 0,90. IIpu 3TOM /UIs1 HIDKHEW TpaHMIIBI JOBEPUTEIBLHOIO MHTEpBana y = 5,373, a g BepxHel
rpanuisl x = 3,064.

B 17 (40,48%) cny4yaeB craHAapTHOE OTKJIOHEHHE paclpeiesieHuil 3HAUeHUH aMHUHOKHCIOT U
KapHUTUHOB B KPOBHU Y J€TEH C sMHIIENICHel OKa3anoch MeHble U B 25 (59,52%) cnyyaeB — Oombiie
COOTBETCTBYIOILIETO CTAaHAAPTHOTO OTKJIOHEHUS, MOIYYSHHOTO JJI JeTei IpyNIbl CpaBHEHUS. Takum
obpazom, mist 8 (66,67%) amuHokucior u 9 (30%) KapHUTHHOB OoOJiee MIUPOKHM SBIISIIOCH
pacrpeziefieHue 3HaUeHUH B KPOBHU Yy JieTelt rpynmsl cpaBHeHus u 11 4 (33,33%) amunokucior u 21
(70%) kapHUTHUHA — B KPOBU y JIETEH € AMMIIETICUEH.

JloCTOBEpHOCTH pa3inuus B LIUPUHE paCIpe/le]IeHHI co/lepKaHusl aMUHOKUCIOT U KapHUTHHOB
B KPOBH Yy JeTe€l C DJNWIECNCUEM M JeTed TIpyNIbl CPaBHEHHs OLEHUBAJIACh C IOMOWIBIO F-
pacnpenenenusi. Jlocrosepuoe (P > 0,90) pasnuuue B IIMpUHE paclnpeAesieHuil coaepikaHus
AMUHOKHCJIOT U KapHUTHUHOB B KPOBU Y J€T€M C SNMJIENCUEN U IPYNIbl CPAaBHEHUS BBISBICHO B 12
(28,57%) cnyuasx: B 7 (58,33%) cinyuyasx uMeeT mMecTto Ooliee IIMPOKOE pacipeneicHre 3HaueHUi
KapHUTHHOB (3-OH-rekcanekaHOMIIKAPHUTHHA, MIPONMOHWIKAPHUTHH, OyTHUpPUIIKAapHUTHHA,
CTeapONJIKApHUTHHA, METHJIMAJIOHUIIKAPHUTHUHA, OKTCHOWJIKaPHUTHHA, 3-OH-
TeTpaJleKaHOWJIKapHUTUHA) B KPOBH JETel ¢ anuiencue, a B 5 (41,67%) ciayuyasx — Ooiiee MIMPOKOE
pacrpefieieHue  aMUHOKUCIOT  (aJlaHWHa, TIWIMHA, OpPHUTUHA, BaJIMHA) W  TUIAI/3-
METHJIKPOTOHUIKAPHUTHHA B KPOBH JI€TEH TPyIIIbl CPABHEHMS.

B otnnume ot kputepus F, Tounslii MeToq ®uiiepa BEISIBUI JOCTOBEPHBIE PA3THIUS (Prvg < 0,1)
B IIMPHUHE pacHpeeIeHUi 3HAaUeHUN CO/Iep KaHNs BCEX aMUHOKHUCIIOT U KAPHUTHUHOB B KPOBU y J€Tel
C snuierncuedl M rpynnsl cpaBHeHHs. OAHAKO ClenyeT y4YWUThIBaTh, YTO TOYHBIM meTon Puiepa
ABIIIETCS HENapaMeTPUUECKUM KpUTEpHEM, T.e. He TpeOyeT BBIUMCICHHS MapaMeTpOB H3BECTHBIX
pacrpesiesieHuil, 1 T0ATOMY apaMeTpHuecKuil kputepuit F siBisercst 0osiee CUIbHBIM.

TakuM o00pa3om, TOJy4YeHHbIE JaHHBIE CBUJIETENILCTBYET O JucOalaHCe AMUHOKHCIOT U
KapHUTUHOB y JleTell ¢ smuierncueil M o HapylleHUH 3HeproodecneueHus. Buny paszHooOpaszus
KIIMHUKO-3JIEKTPO(YU3HOTIOTMUECKUX MPOSIBICHUN SMUJIETICUY, NTEPCOHU(UKALMS TEpaluu y Kaxa0ro
peGeHKa JOJKHA OCYIIECTBIATHCA C YYETOM BCEX €ro OCOOCHHOCTEW, B TOM 4YHCIE CBA3aHHBIX C
HapylIeHneM MeTabonn3Ma aMUHOKUCIIOT U KapHUTHHOB.

POJIb 'TEHETHYECKOI'O TIOJIMMOP®U3MA 'EHOB CUCTEMBI P-450 ITPHA
JEYEHUU SIWIENICUU Y JIETEN

I'yzesa B.HU., I'y3zeBa O.B., I'y3eBa B.B., Oxpum U.B., Epemkuna 10.A.

Kagheopa nesponozuu, nevipoxupypeuu u meOuyuHckou 2eHemuxu
Canxm-Ilemepoypeckuii eocyoapcmeenHulli neOuampuieckuti MeOUYUHCKUL YHugepcumem
Canxkm-Ilemepoype, Poccus

KoHuenmuss mnepcoHanTu3MpOBAaHHONM MEIUIMHBI Bce OOJbIlle TMPUBJIEKAeT BHUMAaHUE
CIICIHUAJIMCTOB, ITOCKOJIBKY HWHIAWBHAYAJIbHBIC 0CO0EHHOCTH MMalfMEHTOB HI'paroT 6OJ'II)I_Hy1-O poJib B
3G (GEKTUBHOCTH JIEUCHUSI SHWIENCHH. OTH OCOOEHHOCTH OOBSACHSIOT OoJbIIOi pa3dpoc B
JIO3MPOBAaHNN AaHTHKOHBYJIBCAHTOB TP JICUCHUH SIMJICTICHH, a TAaK)Ke HEOJHO3HAYHBIE HCXOABI U
TCYCHUC OJHOI'0 M TOI'O KC€ CHUHIApOMA. PazButne HOI[OGHBIX IMponecCCoB CBA3aHO CO MHOI'MMU
(axTopamu, HO OIMH U3 OCHOBHBIX — T'€HETHYECKast BapuaOeIbHOCTD.
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['eneTnueckuii moauMopdu3M Urpaet BaKHYIO poJib B BapHaOETbHOCTH Kak (hapMaKOKUHETHUKH,
Tak U (papMaKOJAMHAMUKH aHTUKOHBYIbCAaHTOB. OCOOCHHOCTH OTHOILEGHUS OpraHM3Ma K Ipernapary
MOTYT MPOSIBIISITHCS. Ha JIFOOOM 3Tare, HauuHasi C IEPHUO/ia BCACHIBAHUS B KUIIEUYHUKE U 3aKaHUMBAs
pacrpezieieHueM IIpernapaTa B TOJOBHOM MO3re, U CIOCOOCTBOBATH PA3BUTHIO PE3UCTEHTHOCTU
3a00JIeBaHMUS.

PesucrentHocTh Kk TOMy WM uHOMY ADIl cuuTaercs yCTAaHOBICHHOM, €CIM HPUCTYIBI Yy
HalUeHTa POJOJIKAKOTCS 1aXKe HA MAKCUMAJIBHO JIOITYCTUMOM €ro J03€.

Pa3paboTka METOJOB MEPCOHANM3UPOBAHHOM Teparmuu C YYETOM JIAaHHBIX KOHKPETHOTO
00JIBHOTO, B TOM 4HCJIE€ HWHAWBUAYAILHOTO OMOXMMHYECKOTO M TEHETHYECKOTO 00cienoBaHus,
MOBBICUT HANPaBICHHOCTh U 3P PeKkTuBHOCTH Ha3HadeHust ADII.

Ha xadenpe HeBponoruu, HeWpoxupypruu u MeauuuHckoi reHetuku CIIGITIMY rensr
netokcukaruu CYP2C9 u CYP2C19 cucremsr P450 usyvanuch y 86 nerei ¢ TsoKeIbIMH (hopMamMu
smtericuu. Cpenu oOcnenoBanHbIx neteit 46 (53,49%) manbunkoB u 40 (46,51%) neBouexk.

3abosieBaHrEe CUUTATIOCh PE3UCTEHTHHIM Y 56 (65,12%) obcnenoBaHHbIX AeTel, U3 KOTOPHIX 28
(50%) mampunkoB u 28 (50%) neBouek. HepesucrentHas popma snunencun BoisiBiieHa y 30 (34,88%)
neteit — 18 (60%) manbunkoB u 12 (40%) neBodek, mpu4yeM OHa COMIPOBOXKAANACH OCTIOKHEHUSIMU OT
npuema ADIT y 16 (53,33%) nereii.

[Monumopdu3m KcciIeI0BaHHBIX TeHOB 00HapyxeH y 43 (50%) mereii ¢ snmiencueid. ['en *1/*1
BeIsiBIcH B TeHoTune CYP2C9 B 56 (65,12%) cnyuasx, B reHorunie CYP2C19 — B 65 (75,58%)
ciyyasx, reH *1/*2 seiasien B reHotune CYP2C9 B 14 (16,28) ciy4asx, B revotune CYP2C19 — B
20 (23,26%) cayqasx, red *1/*3 poraien B renotunie CYP2C9 B 15 (17,44%) cnyyasix U OTCYTCTBYET
B reHotune CYP2C19, ren *2/*2 B renorune CYP2C9, kxak u B renoturie CYP2C19, BBISBIIEH TOJIBKO
B 1 (1,16%) cnyuae.

MoHoTtepanus BalblipoataMu mpoBoawiace y 67 (77,91%) nereii, monurepanusi ¢ y4acTUEM
BanbiipoatoB — y 10 (11,63%) nereit, neuenne apyrumu ADII ocymectsisuiocs y 9 (10,47%) neteit.
Jleuenue 39 (45,35%) nereit ¢ nonuMoprU3MOM HCCIeI0OBaHHBIX T€HOB IIPOBOINIOCH BaIbIIPOATaMH,
33 (84,62%) w3 »THX JneTedl uMmenn pesucTeHTHy (opmy osmwiencun, 6 (15,38%) —
HEPE3UCTEHTHYIO.

VYcnoBHasg cpefHss CyTOYHas /1032 BAJIBIIPOATOB Yy JE€Ted, MMEIOLUX MOJUMOpP(HbIE TI'eHbI
CYP2C9 u CYP2C19 (30,56 mr/kr), peBslliana CpeAHIO CYTOYHYIO 03y BalbIIPOATOB Y JACTEH, HE
UMEIONTNX ToJimMopdu3ma 3tux reHos (27,91 mr/kr).

PesuctenTHBIE (hOPMBI STTUIETICHH CBSI3aHBI C TSHKENION OpraHu4ecKon dHIle(aronaTuei,
AHOMAJIMSIMU Pa3BUTHS MO3Tra, HapyleHueM MeTabonusma, cuHapomamu Becra, Jlennokca-I"acto,
MpOrpeccupyroniel MUOKIOHYC-3nuencuei, cuaapomoM Jlannay-Knedduepa, sunedanonarunit
Pacmyccena u npyrumu.

Onunentuyeckas sHIedanonarus (cuaapomsl Becta u Jlennokca-I'acto) yctaHoBneHa y
9 (10,47%) n3 obcnenoBaHHBIX JeTel, mpuueM cuHapoM Becta BeisiBiieH y 7 (77,78%) nereid,
cunapoM Jlennokca-I'acto —y 2 (22,22%) nereit. JleueHue 3Tux AeTei MPOBOAMIOCH BaJbIIPOATAMH.

3a0osieBaHHE OKa3aJOCh PE3UCTEHTHBIM Yy BceX JeTeil ¢ cuHapomom Becra u ¢
cunapoMoM JlenHokca-I acro.

[Tonmumopdusie renst CYP2C9 u CYP2C19 oGHapyxensl y 3 (42,86%) pereil ¢ CUMHAPOMOM
Becra u o0oux nereii ¢ cunapomom Jlennokca-I"acro.

5 (55,56%) nereit c HsnmIeNTHYECKOW SHIeaonaTueld, WMEIIIHEe MOJUMOP(GHBIE TEHBI
CYP2C9 u CYP2C19, nony4anu yCIOBHYIO CPEIHIOIO CYTOUHYIO /103y BaibmpoaToB 28,81 MI/KT,
KOTOpast ObuTa HIbKe, yeM 53,125 mr/kr y 4 nereit, He UMEIOIIUX MOTUMOP(HBIX TEHOB.

VY 37 nereii ¢ snunencueil onpenensack KoHueHTpaus ASII B KpoBH, B OOIBIINHCTBE CIIy4aeB
(67,57%) um Ha3HAYATUCH BAJIBIIPOATHI.

Hepesuctentnast ¢popma smmtenicuu otmeueHa y 21 (56,76%) pebenka, pesucteHTHas — y 16
(43,24%) nereii. Ocnoxuenus ot npuema ADII BeisiBIeHBI y 25 nereid, u3 koTopeix y 14 (56%)
ycTaHOBNICHa Hepe3ucTeHTHass ¢opma u y 11 (44%) — pesucrentHass ¢opma 3a0oieBaHUS.
Ocnoxnenust ot npuema ADIl orcyrctBoBanu y 7 (33,33%) nmereit ¢ Hepe3ucTeHTHOH (opmoit
smternicuu 'y 5 (31,25%) neteit ¢ peaucteHTHON (HOPMOIA.
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CopnepxaHue BaJblIpOATOB B KPOBHM ONpenessioch y 25 nered, y 21 W3 HUX yCTaHOBIIEHA
PE3UCTEHTHAsI U HEPE3UCTEHTHas C OcJoKHeHUsIMU (opma 3aboneBanus. CoaepixaHue BalbIIPOaTOB
MPEBBIIIATIO MPEACIbHYIO TepaneBTUUECKYI0 103y B KpoBU Yy 13 (52,38%) nmereii ¢ pe3UCTEHTHOU U
HEPE3UCTEHTHOM ¢ OCIIOKHEHUAMHU (hopmamu 3a00JI€BaHUS.

Takum 00pa3oM, NMPUBOAMMEBIE PE3YJIbTAaThl YKa3bIBAlOT HA TO, YTO Yy JAETEH, MPUHUMABIINX
BaJIbIPOAThl, UX BBHICOKAS KOHIICHTpAIUsl B KPOBU B 3HAYUTENIbHOI CTENeHU 00YCIIOBJICHA HaIHMYHUEM
nonmumopdusma reHoB CYP2C9, CYP2C19 cucremsr P450, sBistomierocsi OCHOBHOW HPUYUHOU
IUIOXON EePEHOCUMOCTH Mpenaparos.

ITHYECKOE U IICUXOCOHHUAJIBHOE COINPOBOXIAEHUE JIEHEHUSA
OJPOCTKOB Y MOJIOABIX B3POC.JIBIX C SIIUJIENCUEN, KOMOPEUJIHOM C
CYUIUJIAJTBHOCTBIO, — OJJTHOM U3 HAUBOJIEE YSI3BUMBIX I'PYIIIT
ITAIIMEHTOB

MuxasioBcka-Kapiaosa E.IL', MuxaiizoBa O.H.?

YMIMCY umenu A.U. Esdokumosa, 2. Mockea, Poccus
2Hhtcnfmmym arcusnu, 2. Xapmeopo, wmam Konnexmuxym, CILIIA

BBenenue. Onwuierncus, 1O TNPU3HAHUIO CIEIHAIUCTOB, SBISCTCS HEBPOJIOTUYECKUM
3a00JIEBaHUEM C BBICOKOM cTeneHblo KomMopouaHoctu. OIHUM U3 Haumbosee Cepbe3HBIX M OMACHBIX
KOMOPOHIHBIX COCTOSHUI SIBJISETCS CYWMIMIAaIbHOCTh. VlccleqoBaHusl IMOKA3bIBAIOT, 4YTO CPEIH
OO0JIbHBIX SMHUJICTICUCH B MSATh pa3 yallle BCTPEYAIOTCS CYHIUAAIbHBIC JFOIU (MAIMEHTHI C STHIICTICHEH,
KOTOpBIC JyMAarOT O CaMOyOHMHCTBE, MBITAIOTCS IMOKOHYUTH C COOOW HJIM YCIICIIHO COBEPIIAIOT aKT
camoyowuiicta) [N.Tian, at al., 2016]. Cornacuo manabsiM BO3, «caMOyOHIICTBO SIBISICTCS BTOPOM 10
3HAQUUMOCTH TMPHUYMHON CMEpTH JIOJeH ¢ amuiierncueid B Bo3pacte oT 15 1o 29 jer ¥ BHOCHUT
CYIIECTBEHHBIN BKJIaJA B TIJI00aTbHOE OpeMs SIWICHCHH, IOCKOJIbKY PacHpOCTPaHEHHOCTh
CYUIIMJATBHBIX MBICIIEH, CYHIUAATBHBIX TONBITOK M CIIyYaeB 3aBEpPIICHHOTO CyWIHIA Yy JIOJAEH C
SMUJICTICUEH B 5 pa3 Bellie, 4eM B nomyisuuu» [http//www.who.int/ru/]. Takum o6pazom, nanueHTsI ¢
SMUJICTICHed W KOMOPOMIHOW CYMIMAAIbHOCTBIO  SIBISIIOTCS  Hambonee  ys3BUMBIMH. OHH
HPEJICTABISAIOT O0COOYI0 TPYIIy pPHUCKA, KOTOpas, HECOMHEHHO, JOJDKHA HAXOMUThCS B LEHTPE
BHUMaHHs Bpaueil. DTo MHeHHe oTpaxkeHo B Pexomenmamusax ILAE, B KOTOpBIX MeXIyHapOIHBIE
9KCMEPThl BBIICIWINA OTACIbHYIO CeKluio 1o cymuuaaipHoctd [Epilepsia 2001;52(11):2133-2138].
Takue rpynmel HaxozgsTes nox 3anmroir OOH. [leTn, mMOAPOCTKH M MOJOIBIE B3POCIBIC 3aIIUIICHBI
CTEIUATbHBIMA TPUHIIMIIAMUA OHOATUKH, KOTOPHIMH BpadyH JOJDKHBI PYKOBOJCTBOBAThCS Ha BCEX
JTamax Je4eOHOro mpolecca. BakHelmme U3 HUX: MPU3HAHUE YS3BUMOCTH M HEMPUKOCHOBEHHOCTH
JIMYHOCTH, COLMAIILHON OTBETCTBEHHOCTH, 3aIMTa Oy IYIINX MOKOJICHHH.

Heab. M3yunte MOTHBaIMIO Bpaueil K ITHYECKOMY COMPOBOXKICHUIO JICUCHHUS SIHIICTICUH C
Y4ETOM MCHXOCOLHUATBHBIX (PAKTOPOB U K MPUMEHEHHIO MEXKIMCIUIIMHAPHOTO TOAX0/a B MPOIecce
oOCneoBaHUs. M JICYEHHsT HamOoJiee YSA3BUMOH TPYNIBI MAallMEHTOB — TOAPOCTKOB M MOJOMIBIX
B3POCIIBIX ¢ KOMOPOUIHOW CYHIIUIATBHOCTBIO.

Marepuanabl U MeToabl. COIMONIOTHYECKOE HCCIEI0BaHUE, MHTEPBBbIO ¢ 285 HeBposioramw,
ydacTue B pabOTE 3THUYECKHX SKCIEPTHBIX KOMHTETOB PA3JIMYHOTO YPOBHS, OMBIT KIMHHYECKOMN
COIMAJIbHOM U NMCUXO0aHATUTUYECKOH TTOMOIIIN TTAlUeHTaM C PUCKAMHU CYUIIUIATBHOTO TIOBEICHUSL.

Pe3yabTaTsl U o0cy:kaenue. VcciemoBanue Mmokaszano, 4TO CPeAd POCCHHCKUX HEBPOJIOTOB
IIOCTETICHHO ~ YTBEP)KAAeTCSd NPUBEPKEHHOCTh LEHHOCTSM M OpUHOHMNAM OHO3THUKH. 97%
PECIIOH/ICHTOB OTBETHJIM, YTO OHH TIBITAIOTCS MPUMEHSTH MPHHIUIBI OHO3THKU B MPOIECCE JICUCHHUS
NanueHToB. MHAeKe MOTUBALIMY Bpavyel K STHYECKOMY COIPOBOXKICHHUIO JIeYeOHOTO MPOIIECCa BBICOK:
0,8-0,95. Bmecte ¢ TeM CymIecTBYeT 3aMETHOE pPACXOXKICHHE MEXIy YPOBHEM MOTHBAIIUU
KJIMHUIMCTOB K MPUMEHEHHIO [ICHHOCTEH M MPUHLUIIOB OMOATUKU U YPOBHEM HX MOATOTOBKH B ATOM
obnmacti. DTHUYECKOE CONMPOBOXKICHUE Yalle BCEro CBOAUTCA K MONYYCHHIO HH(GOPMHUPOBAHHOTO
cornmacusi manueHta. O Jpyrux KJIACCHYECKUX TPUHIUIAX OMOATUKU OOJBIIMHCTBO OIMPOIICHHBIX
VMeeT BeChbMa IOBEPXHOCTHOE mpeacTaBieHue. (O CHENUaTIbHBIX JTHYECKUX IPUHIHUIAX,
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3aIMINAIONIMX JAHHBIH KOHTHMHICHT IIAlMEHTOB, CIEBIMIAIA Toubko 12%. 55% orMmeTunm, dTO
UCIOJIB3YIOT BO B3aMMOOTHOIICHMSIX C MallMEHTaMH MapTHEPCKYI0 M KOHTPaKTHYIO Mozaenu, 29% He
CMOTJIH WJACHTU(UIIMPOBATH THUIl HCIOJIB3YeMOW HWMH Mojend. 75% OTMETWIM 3HAYUTEIHHBIN
nebunuT 3HaHUK B ob6mactw OuodTuku. K TOMy e JiedeHHe OSHWICNCHU € KOMOPOHIHOM
CYHULIUJAIIBHOCTBI0 HEBO3MOYKHO TOJIbKO IpuMeHeHuem ADII, TpeOyercsa comyTcTByoIIas Tepamnus, B
TOM 4YHCJIe aHTHJAENPECCAaHTaMHU M aHKCHONIUTUKaMH. HeBposiorm, Kak MpaBuiIo, OTIPABISIOT
NAlMeHTOB K I[ICHXWATpaM 3a IICUXOTPONHbIMU mpemnapatamu. Omacasch CTUTMaTU3AlUU U
JUCKPUMHHALIMY, MOAPOCTKH U MOJIOJBIE B3pPOCIbIE KpailHE PEeaKo CIEAYIOT 3TOMY COBETy. Mbl
yTBepxkaaeM, 49to J(PQPEKTUBHOE JIEUCHHE TaKUX IMAlMCHTOB HEM30EKHO BBIXOJAWT 32 paMKU
dapmakonoruu. OHO [OJDKHO BKIIIOUATh MCHXOTEpANHIO, KOTOpas Ha pa3HbIX CTagusx OoJje3Hu
BBITIONHSET pa3Hble (yHKIMU. Mbl mpeiaraeM pa3pa0OTaHHBI HAaMH TPUMEPHBIA aIrOpPUTM
stuueckoro (9C) u ncuxocouuansHoro (IICC) compoBokaeHHS J€UEHUS MOAPOCTKOB M MOJIOJBIX
B3POCIIBIX C SMUJIETICHEH, KOMOPOHUIHON ¢ CyHIIMIATBHOCTRIO0. Ha Beex aramax JieueHus HeoOX0IuMo
3C u I1ICC. B cooTBETCTBUHU C OCHOBHBIM U KOMOPOHIHBIM 3a00JIeBaHUEM, OCOOCHHOCTSIMU MaIlUEHTa
Y 3a/1ayaMy Ka)XJI0TO dTara ONpeesioTcs BeAYIME U KOHKYPUPYIOIINUE (OrpaHUYMBAIOIINE IEUCTBUE
BEJYUINX) MPHUHIMIBI OUOATHKH, BBIOMpAETCs MoOJeNb (MIU MOJIENH) B3aHUMOJCIHCTBUS Bpada u
MAIUEHTA, & TAK)KE COOTBETCTBYIOIINE METOIbI B (DOPMBI TICHXOTECPAITUH.

3akiouenue. Hame uccienoBanue mokasano, YTO MPUBEPKEHHOCTh MPUHIUIAM OMOITUKU U
WX TPUMEHEHHE Ha BCEX JTalax JICYCHHS JaHHOW YS3BMMOM MOMYJSAIMH TAIMEHTOB MOOYXIaeT
Bpaua-CreluraiucTa JIeYUTh CBOEro MaIlMeHTa KaK IIeIOCTHOTO 4eJIOBEeKa, YTO B CBOIO Ouepelb
CTUMYJIHPYET COTPYIAHHYECTBO C TPEACTABUTEISIMU JAPYyrux mpodeccuii W CTaBUT BOIMPOC O
MEXIUCIUTUTMHAPHOM MOAXO0/E K PEUICHUI0 KIMHUYECKUX U COLIMAIbHO-TICUXOJIOTHYECKHX MpodiieM
MalUEeHTOB.

POCCHUMCKAS MTPOTUBOSIUJIENITUYECKAS JIUT'A CET'O/IHS: BBI3OB
BPEMEHHA

Kapaos B.A., npe3uaenr Poccuiickoii IIporuBodnuiaentuueckoi Jiuru

Mockea, Poccus

Heas. Otpasuts 3agaun PIIOJI kak 0TBET Ha BBI30B BPEMEHH

Martepunan u ero obcy:xaenme. «He mait Bam bor xuth B snoxy nepemen». Ho ceronns msl
JKUBEM B 3II0XY IEPEMEH, BEKTOpP KOTOPOM MOCTOSIHHO MeHseTcs. M ceromHs Mbl JOJDKHBI 1ymMarTh,
KaKuM 00pa3oM KcCIoJib30BaTh noteHuuan Poccuiickoit IlpotuBosnunentuyeckoit Jluru (PTISJI) B aToO
TPYAHOE AJIsl CTPaHbl U OTE€YECTBEHHON MEIUIMHBI BpeMs. XO04y HAallOMHHUTb, YTO B HalIE€l CTpaHe
PaaUKaIbHO M3MEHMJIACh MOJENb KIMHWUYECKOW MEIUIMHBI — OCHOBOW ITOJIMKIMHUYECKOTO 3BEHA
Tenephb sBJAETCS Bpad oOImIed NPaKTUKW, JUKBUAMPOBAHBI OKPYKHBIE SIMJIETITOJOTHYECKUE
kabuHeTsl, OecrutatHbii  O3I-mMonutopuHr, MPT u MOHHUTOPUHT MPOTHBOAMMIENTHYECKUX
IpenapaToB B KPOBH JJs OOJBIIMHCTBA OOJBHBIX OCTAIOTCS HEAOCTYMHBI. [loCKONBKY MpH TakoM
packiazne OCHOBHOE OpeMsi JIOKHUTCS Ha Bpada OOIIeld MpakTUKW, HAJAO MEHSATh KOHTHHTEHT U
porpaMMbl OOYYEHHUS 1O SMUJIETICUU B YHHBEPCUTETaX, JMIIEH3UPOBAHHBIX B KadecTBE CYOBEKTOB
MOCTIUIUIOMHOTO oOpa3oBanus. OlHaKO eciu Obl He ObUIO HECUaCThs, BEKTOP NEPEMEH HE CKIIOHUIICS
Obl BHE3aIHO B MPOTHBOIIOJIOXKHYIO CTOpoHY. KopoHaBHpycHas maHaeMusi HallOMHMJIA, YTO B CBOE
BpeMs1 BO3 npu3Hana COBETCKYIO CHCTEMY 3/IpaBOOXPAaHEHHUs JIydiel B Mupe. U ternepp moAroToBieH
IPOEKT paJuKaIbHOM TI'paHAMO3HONW pedOopMbl POCCUHCKOTO 3APABOOXPAHEHMS, YUUTHIBAIOIIUI
COBPEMEHHOCTh M OIBIT CHCTEMBI COBETCKOTO 31paBOOXpaHeHus. S, mpaBna, Hamucan BUILE-
npesuneHty PAH akagemuky CraponyOoBy Hapsay €O CBOMMH COOOpPaXEHUSMH, YTO HPEIABHKY
Oemenslif caborax. Kak roBopurcs, HoKuBeM — YBUJIUM.

BonbIIMHCTBO aKTyallbHBIX MpPOOJEM NPAaKTUYECKOM SMUIIENTOJOTHH HEJIb3s pemarb 0e3
TECHOTO B3aMMOJICHCTBUSI C HaMMHU Koyuteramu. [loxkanyi, sTa nmpobiieMa yxe yCHenrHo pelmieHa B
macmTtabe Poccun B kommiekce ¢ Heiipoxupypramu. [Tomrumo MocCkBBI, co3nan psn (enepanbHbBIX
HEHUPOXUPYPIUUECKHUX LIEHTPOB, B KOTOPBIX HEMPOXUPYPTHUs SMUJICIICHU ABIIETCS OJHOM U3 OCHOBHBIX
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npobjaeM M omepanuy IMPOBOAATCS MO KBOTaM OeCIuIaTHO. YPOBEHb OCHALCHUS M OpraHU3aluu
HEOTJIOXKHOT0 00CiIe10BaHNs TALlUEHTOB B JII000€ BPEMs CYTOK KpalfHe BBICOK.

bmkaitieit 3amaueil sBisiercss oTpabOTKa B3aUMOJCHCTBUS C aKyIIEpaMHU-THHEKOJIOTaMH,
IIOCKOJIBKY YPOBEHb U COOTBETCTBEHHO PE3YJIbTAT BEJEHUS UMM JE€TOPOJHOIO KOHTUHIE€HTA OOJIbHBIX
SIUJICTICUEN JKECHIIMH KpallHEe HEyIOBIETBOPUTENICH. [IepBbIil Iar B 3TOM HAIPABICHUH YK€ CIEJaH:
ceiyac uaeT moarotoBka K 1-ii Bcepoccuiickoit 0O0beIMHEHHONH KOH(EPEHIIMH SITHJICTITOJIOTOB M
aKyIIepOB-THHEKOJIOTOB, KOoTopas coctoutcs B MockBe 7 oktssOps 2020 r. Ha TpagummoHHBIX
bantuiickux KoHrpeccax Ho JETCKOH HEBPOJIOTHU HEoOXOAMMO 0o0Jiee aKTUBHO BBIXOJMUTH 32 PAMKHU
JETCTBAa, IIOMHSA, YTO B JIETCTBE 3aKJaJbIBA€TCSI OCHOBHOM aJIrOpUTM BCEW >KM3HM HE TOJIBKO
3010pOBOTO, HO U TeM Oojee HEe3A0pPOBOro CyObEKTa, B YAaCTHOCTH — IIE€PEHECILEro
NICUX03MOLMOHATIBHBIN HIH Pu3ndeckuii crpecc. OCHOBHOW aKLIEHT HEOOXOAMMO CJIeNIaTh Ha acleKTe:
0T peOeHKa K MOJPOCTKY M OT HEro KO B3pOCIOMY M Jajee K IMOXWIBIM — TO €CTh K JUHAMUKE
MEXAHU3MOB JMMWJICNTOIE€HE3a U CEJEKTUBHOIO JICUEHUS <GIUIEIICHUU YEpe3 BCIO KHU3HB». JTO MBI
xorenu Obl OOCYIMTh Ha JAHHOM KOHIpecce M IHpexJe BCero ¢ OopraHuzaropoM bantuiickux
KOHI'PECCOB TJIaBHBIM BHEIITAaTHBIM JETCKUM HeBposioroM MunsnpaBa Poccun npodeccopom B.H.
['y3eBOH M 3aMHTEPECOBAHHBIMU YYACTHUKAMHM.

A Temepb HaIO0 NEPEWTH K AacmekTy, € KOTOpOro CleJoBajio Obl Hayarh. Ipodieme
B3aUMOJENCTBY ¢ icuxuatpaMu. B.M. bexTepes coderan B CBOEM JIMLIE ICUXUATPUIO, HEBPOJIOTHUIO U
ncuxorepamnuto. Temepb yxke HeT Takux OexrtepeBblX. Ilmoc K 3ToMy elle OAHO BaXKHOE
00CTOATENBCTBO: UIEH( «KapaTeIbHON NCUXUATPUI» B HAIlIEH CTpaHe 10 CUX IOp SBISAETCS TOMEXOH
JUIsL HAJIMYKUS Y OOJIBHOTO SMUJIETICUEN KeJlaHUs IPOKOHCYJIbTUPOBATHCA Y IICUXUATPA, JaXKe €CIIU €ro
HanpasisgeT K HeMy HeBposior. OIUMH U3 TPYAHBIX HAayYHO-IPAKTUYECKUX ACIEKTOB MPOOIEMBbI —
KOHBEPCHOHHBIE PAacCTPOICTBa, B OCOOCHHOCTH TICEBIOSIIJICHTHYECKHE TNPUIAIKA, — MOXKET
pelaThes TONBKO B TECHOM B3aUMOJECHCTBUU HEBPOJIOTOB U IICUXUATPOB. ECTh JINYHBIN ONBIT ycnexa
TaKOTO B3aWMOJIEHCTBHA. Pe3ynbrarel omy0nuKkoBaHsl B mectoM HoMepe KopcakoBckoro skypHania 3a
3TOT I'OJ.

Ham kazanock Hanbonee palioOHAIBHBIM MPOLIECC B3aUMOIEHCTBUS HEBPOJIOTOB U MICUXUATPOB
B paMKax mnpoOiemsl snuiencuu Bo3noxuTh Ha HMUILL ITH unmenun B.M. bextepeBa M3 Poccun,
cornacue aupektopa llentpa mpodeccopa H.I'. HesnanoBa momydeno. [leranu mpenrnonaraioch
00CYZIMTh BO BpeMsl OUEPETHOI0 che3aa NncuxuaTpoB. K coxaneHuro, n3-3a naHieMUu KOpOHaBHpyca
che3q moka He cocrosyics. Cepbe3Has pojib B ATOM B3aMMOJCHCTBHMM B KadecTBE KOOPAMHATOpa
Bo3ynaraercsi Ha mnpodeccopa B.A. MuxaitnoBa. Heob6xoanma pa3zpaboTka alropurMa TaKoOro
B3auMoJieiicTBus. B yacTHOCTH, HaznexHass oOpaTHas CBsI3b — MPEXKJIE BCEr0 C MPAKTHKYIOIHUMU
BpauamMu Ha Mectax. OHa B HacTosllee BpeMs oTpabaTbiBaeTca HaMu. B pesynbrare OyneTr moiaydeHo
000OCHOBAaHHOE TMPEACTABIEHUE O COCTOSHUM SIWIENTONOrHYeckoil cimyx0sl B Poccuiickoit
®enepanun. B xxypHane «Onuinencus U NapoKCU3MalbHbIE COCTOSIHUA» BBOAUTCS paznen «llucema k
peAakTopy» MO MOBOJY T€X WJIM HMHBIX NyONMKanuil v OyqyT NpEICTaBI€Hbl OTBETHI Ha HUX HUX
aBTOPOB.

3akaouyenue. Br3oB Bpemenu: Oosiee 3¢ddexTuBHas CBs3b Bpayeil W YYEHBIX Pa3HBIX
CHEIMAIBHOCTEN, 3aJ€HCTBOBAHHBIX B AMMJIEHTOJOTUH, MOCTOSHHOE B3aUMOJIEHCTBUE PYKOBOJCTBA
PIIDJI ¢ pernonamu, aHainu3 COCTOSTHUS AMHIIENITOJIOrHYeckon ciayxObl B Poccuiickoit denepanuu B
1eJIoM, oOpaTHasi CBSA3b C aBTOpaMH MyONMKalMi uepe3 KypHal «IMUIENCUS U MapOKCH3MallbHbIe
COCTOSIHUS», BKJIKOYAsl JUCKYCCHIO.

®AKTOPHI PUCKA U CTPYKTYPA ®PAPMAKOPE3UCTEHTHBIX SIIMJIEIICHHA ¥
JNETEN

I'ymennuk E.B., KoBesienosa M.B., ®omuna M.IO., KopocroBues /I./1., Mbina A.B.

[To onpenenennto ILAE, k dhapmakopesucteHTHBIM driuiienicusM (PPD) oTHocsATes snuserncuu,
IMPpU KOTOPBIX MOCICAOBATCIILHOC MNPUMCHCHUC [BYX IMOAXOOAIIMUX XOPOHIO IHNCPCHOCHUMBIX CXEM
Tepalmuu HE TPHUBEIO K TMpekpameHuto mnpuctynoB (11). dapMakope3uCTEHTHBIE SIHUIICTICHU
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COCTaBJISIIOT OCHOBHYIO MpOOJieMy SHWIENTONOTUU. [Ipu MaHHBIX COCTOSHUSX BBIIIE YacTOTa
CYHLUJOB, JNENPECCUN, NCUXUYECKUX M KOTHUTUBHBIX HAPYIICHUH, yXYAUIA€TCs KAa4eCTBO KU3HHU.
Mertaananmu3 16 uccnenoBanuii, npoBeneHHbIX ¢ 1993 mo 2018 roasl, mokasai, 4to o0Imas MponoOpIHs
(bapMakope3UCTEHTHBIX JMUIIENCUil cocTaBisieT okoio 25% (13). Cpenu AeTckod MOMYNSIUM 3Ta
nponopiusi coxpansiercsi. (4). Ilo pesynpraram mertaananuza, nposenenHoro B 2019 roxy (13),
UEHTU(QHUIMPOBAHbl OCHOBHBIE (aKTOPHI pUCKa (papMaKOPE3UCTEHTHOCTH, CPEAN KOTOPBIX Hambosee
3HAQYUMBIMHU OKa3aJIMCh. CUMIITOMAaTHYECKask TUOJIOTHS U HAJIMYUE CTPYKTYPHBIX U3MeHeHnui Ha MPT,
Haguyre GeOpWIbHBIX CyIopor W AnuientudopMHbIC paspsanbl (wm 3amemieHne) Ha 0T
Mertaananus BKJIOYal B ceOs JaHHbIE MALMEHTOB BCEX BO3PACTHBIX IpyM. BaKHOCTH MEPBBIX ABYX
KPUTEPUEB HEOCIIOpUMA U MOATBEPKAACTCA APYTMMHU HccienoBaHusMu: npu @PD. DnunenroreHHsle
M3MEHEHUS MpU HEeWpOBU3yaIn3aluu BIBIs0TCA ¥ 83% nanuenTtoB (y 318 u3 385) (6), npu 3ToM y
IIOJIOBUHBI 3TO TUIIIOKAMIIAJIBHBIN CKIEpo3, Y 25% onyxonu, y 11%- anomanuu passutua [HHC. ¥V
netei 3Tuoyorust (apMaKOPE3UCTEHTHBIX SIIICHICHHA OTIMYHA OT B3POCIBIX M XapaKTePHU3yeTCs
BBICOKOM 4acCTOTOW aHOMalui KOpbl. COMIacHO €BPOIEHCKUM U CEBEPOAMEPUKAHCKUM JAaHHBIM, 25—
30% Bcex nerel ¢ (papMaKOPE3UCTEHTHOW SIWICNICHEH HMEIOT KOPTHKaJIbHBbIE Mallb(hOopMalny,
IPEUMYLIECTBEHHO (hOKaJIbHbIe KOpTUKaibHble auciiazuu (10, 7, 12), mepuHaTragbHble MHCYIBTHI
cocraBisiior 30% (5, 7). B Toxxe Bpemss MPT-HeraruBHbIe Snmienicuu cpeu papMaKOpe3UCTEHTHBIX
dop™m y nereit BcTpedaroTcs yaiie 4eM y B3pocibix (8), cocraBiss ot 18 mo 47%. U3yuenue MP-
CTPYKTYpHI (hapMaKOpEe3UCTEHTHBIX AMMJICTICUH MO JaHHBIM jAeTckod momymsinuu Cankrt-IletepOypra
MOXET CJIY’)KUTb MCTOYHHUKOM JJisi (POPMHMPOBAHUS TPYMIbI JAETEH-KaHIUAATOB A XUPYPrHUECKOro
JIeYeHUSI.

HexkoTopble kpuTepHuy, B YaCTHOCTH — HAJIMYME 3MUIENTUGOPMHON akTUBHOCTH Ha DI, Takxke
TpeOyIOT OTAENBHOTO aHalu3a Cpeld JeTe, TaKk KaK W3BECTHO, YTO B JCTCKOW MOMYIISINN
BBISBIISIEMOCTh  AMWJIENTU()OPMHONW aKTUBHOCTM B LEJIOM BBICOKAas, a BO3PaCT3aBUCHUMbIE
aMuUIenTA(HOPMHBIE MATTEPHBI MOTYT PETUCTPUPOBATHCS NTAXKE Y 3/0POBBIX JeTell. Takke BBI3bIBACT
BOIPOCHI TOT (PAKT, YTO METAaaHAIU3 HE MOATBEPAMI BBICOKHI pUCK (hapMaKOpe3UCTEHTHOCTH MpHU
SNUIETICUAX C PAaHHUM JIeO0I0TOM, TOTJa Kak M3BECTHO, YTO B 3TOM BO3pacTe AeOIOTUPYIOT Hambosee
TSDKENIbIE MIIAJICHYECKUE JIWICNCUU. B CBA3M ¢ 3TUM MNpeACTaBIsA€T MHTEPEC aHAIU3 JaHHbBIX
KpUTEPUEB B MeAMATpUUECKON nmonmynauuu. Takum o0pa3om, usydenue stuonaoruu OPO cpeau nerckoit
nonysiuun B Cankr-IlerepOypre, onpeneneHrne 0CHOBHBIX (PakTOpoB pucka (hapMaKOpe3UCTEHTHOCTH
B COINIOCTABJIEHUU C TPYMNION JeTeH, HaXOMAMXCS B KIMHUYECKON peMUCCUU Auiiericuu oosee 2 Jer,
MOXET MO3BOJIUTh PA3BUTh CIIOCOOBI IPOTHO3MPOBAHUS TEUECHHUS SUIIETICUU U CBOEBPEMEHHOE, PAHHEE
(dopMupoBaHUE TPYIIbl JeTed, HYXKJAOIUXCS B MCIOIb30BAaHUM aJbTEPHATUBHOM TEpanuu
(Xupyprudeckoe JeyeHue, KeTOreHHas JUeTa).

Marepuan u Meronbl oOcienoBanusi. Ha ocHoBanum aHanu3a 0a3bl JAaHHBIX JIE€TCKOTO
ropojickoro kabunera no jedenuto snuierncun (Cankr-IlerepOypr) 3a 2018 u 2019 roas! BeleneHs! 2
rpynnsl aereld. Ilepsas rpynma — netu ¢ ®OPD, nuarHocTHpOBaHHOM Ha OCHOBAHHWU KpPUTEPUEB
MexyHapoaqHOW IPOTUBOSMMUIENTUYECKON JIMIU, BTOpas — KOHTPOJbHAs TIpyNNa, B KOTOPYIO
BKJIIOYEHBI JETH C JUATHO30M <QMIJIETICUS» U KIMHUYECKOW peMHUCCHEN NMPUCTYIOB HE MEHee 2 JIET.
OO6cnenoBaHHbIE JIETU PETYISPHO HAOMIONAIOTCS B KAOMHETE, N3yYeHbl UX KIMHUKO-aHAMHECTHYECKHE
JaHHbIE, CEMUOJIOTHS SMUJIENTHUYECKUX MPUCTYIOB, MPOBEAEHbI HelipoBu3yanuzaunonusle (MPT 1,5
wii 3 Tn) u snexrpodusnonorndeckre ooOcienoBaHus. IlanMeHTHl peryaspHO NOIYYalOT HIN
MOJTy4Yajyi Ha3HAYEHHOE aHTUANUWIIEITHYECKOe JjedeHne. Beero B 1-10 rpymnmy Bouwio 87 aeTel, BO 2-10
rpynny — 50 nereit, npu 3ToM y 15 nereit 2-it rpynmnbl oTMevanach 6e3MeTMKaMEeHTO3Hast PEMUCCHSL.
Jlnarso3s «onusencus» yCTaHOBIICH cornacHo kinaccudukanun 2018 rona.

Pesyabrarbl. M3ydeHsl sTHonOrMs snwiencud B - u 2-i rpynnax. B 1-i rpynmne y 38%
NAlMEHTOB  NPUYMHOW OJNMJIENCUU  CIHYXKWIM TOpPaXEHHs TOJOBHOTO MO3ra  BCJEICTBUE
npuoOpeTeHHBIX HapylleHui: 17 nerel mepeHecid TUIOKCHYEeCKH-UIIEMUYECKYI0 SHIe(allonaTHio
(19,5%), vy 7% B OCHOBE MIICTICHH JISKATH OMYyXOJH TOJIOBHOTO MO3Ta, PeKe MPUIMHONU AIUIICTICHHI
ObutM HHIIE(ATUTHI, TPAaBMbI TOJOBHOTO MO3Ta M IOCTHATaJbHbIE MHCYIBTHI. YacToTa BPOXKACHHBIX
MOPOKOB pa3BUTHS TOJOBHOTO MO3ra U TyOepo3Horo ckiepo3a cocraBuina 28,7%. Ilpu stom
npeoOnaganu ¢GokaabHbIE KOPTHKAIbHBIC NUCIUIA3UU, OHM BeTpedanuch y 10% naunuenTos, y 6,8%

17



JieTell BBISIBIICHA MTOJTMMHUKPOTUPHSI UM TETEPOTOINH, TyOepo3HbIi ckiepo3 — y 6,8%.Y 30 nereit 1-it
rpymnsl (35%) npu4KMHA STUIETICUU 0CTaIaCh HEYTOYHEHHOM.

Cpenu aereit ¢ peMuccue NpucTynos (2-s rpynmna) npeodsagand AeTU ¢ BO3PACT3aBUCUMBIMU
snuiiencusaMu: (okanbHble BO3pacT3aBUcuMble — 12 gereit (24%), nerckas aGcaHcHas — 7 nereit
(14%), Tem He MeHee IMOYTH C PABHON YACTOTOW BCTPEYATUCH JETH CO CTPYKTYpHBIMH (opMamMu
snunencun — 12 nereit (24%), y 2 nereii B ne0roTe 3a0oieBaHus oTMedalics cuHapoMm Becra. ¥V 11
nerel (22%) mnpuurMHA OSHUJIENCUM OCTajlach HEYTOYHEHHOW, Yy 7 JeTell JuarHOCTHPOBAHBI
reHeruyeckue (GOpMbl AMIWICIICHU, 4Yallle BCEro — TIeHeTHuYecKas »smuiencus ¢ (QpeOpHibHbBIMU
CyZlloporamu Iuioc y 2 nerel — cuHapoM AHrenbmaHa. Cpeau CTPYKTYPHBIX AMIMWIEHCUI B IpyIie
MalMeHTOB ¢ peMHccHueil mpeobnamanu npusHaku nepeneceHHor ['MIT I'M, 2 pebGenka mepeHecan
reMOpPpParuuecKiil HHCYNBT, OAWH — TSDKEIYI0 TpaBMy TOJIOBbI, | manueHT HaOIomaeTcs C
dakomarozom — Oone3np Iltypre — BebGepa. B »Toii rpymnme He ObLIO HHM OIHOTO peOCEHKA C
aHOMAaJIMEN pa3BUTHS KOPbI TOJIOBHOI'O MO3ra.

Cpenu ¢aktopoB, Hamboiiee 4YacTo BCTpedaroIuxcs B rpymme naereir ¢ ®OPD, ormeuensl
ctpykrypHsie u3menenus Ha MPT y 68%. Bo 2-ii rpynne mansbiii mokazarenb coctaBui 26%. [lpu
3TOM YacTOTa MPHUOOPETEHHBIX WHCYIBTOB CYHIECTBEHHO HE OTIMYANach. AHOMAlIUU PA3BUTUS KOPBI
TOJIOBHOTO MO3Ta JuarHocTupoBaHbl y 28,7% cpeau nperedt 1-it rpynnel (PPD) m He BcTpeuyanuch
cpemu aereii 2-it rpynmnsl. B 1-i rpymnme takke yaimie orMeueH AeOrot snuiencuu 10 1 roga (48%), Bo
2-ii rpymme — y 11 nmereit (22%). Hebror mo 3 wmecsne — 13 (15%) u 2 (4%) pebenka
cooTBeTCcTBeHHO. DebpmiibHO MHIYLUpOBaHHbIe MpHUcTynbl — Yy 15,7% u y 18% cooTBeTcTBEHHO.
OnunentugopMHbie n3MeHeHust Ha DO] 3aperucTpupoBaHbl y OONBITMHCTBA AeTel Kak 1-i, Tak u 2-i
rpymmnbl (80%). OgHako xapakTep u3MeHeHuit Ha DOI ornmuancs cpeau aeteit 2-it rpynmsl. Y 30
netel 1-i rpymibl perucTpUpPOBAIKNCH MATTEPHBI, XapaKTEPHbIE IS AMUIISTITUYECKUX dHIIe(amonaTuii
(runicaputMus, Benbliika-yruerenue, ESES, mynsrudokanbHas akTuBHOCTE). Y AeTei 2-il rpymmbl —
B 2 clydasx 3aperucTpupoBaHa rumcaputmus. Y 26% gereil 1-i  rpynmbl  OTMEYaIUCh
MYJIbTH(OKaIbHbIE TPUCTYNbI, CpeAu JeTed 2-i TIpynmbl — TOJNBKO TIe€HEepaln30BaHHbIE WU
¢doxanbHble TpUcTynbl. Y 74 u3 89 nmereit 1-i rpynmbl oTMEYanuch NOIUMOPGHBIE MPUCTYIBI, TOTA
Kak BO 2-ii rpymnme y OoibpIMHCTBA (28 nereit) Habmomancs TOIbKO OAWH BUA MpHUCTyNoB. Y 46 u3 50
neTer 2-i rpynmnel OTMEUEH MOJI0KUTENbHBINA 3Q ekt Ha MoHoTepanuu (92%). Ognako 30% nereit 1-i
IpyNIbl TAaKKE OTBETUJIM Ha NEPBYIO HazHaueHHYI0 ADT ¢ mocienyromuM pernuanuBoM IPHUCTYIIOB B
TEUYEHUE HECKOJIbKUX HEJENb UIH MECSIIEB.

Takum o0Opa3om, oCHOBHbIMU (hakTopamu pucka ¢opmupoBanuss ®PD cpenu oOcnenoBaHHBIX
JeTeH SBISIOTCS: paHHUM Je0I0T TPUCTYNOB, OCOOCHHO B TEUYCHHE TIEPBBHIX 3 MECAIECB >KU3HU,
MYJIBTH(OKaIbHbIE MPUCTYIIbI, Pa3IMYHbIE BHUJbI SMUJICNTHUYECKUX MPHUCTYNOB y OJHOIO MAIMEHTa,
HeA(pPEeKTUBHOCTH mepBoi HazHaueHHOW ADT, BpokIeHHbIE aHOMAJIUU PA3BUTHSI KOPBHI TOJIOBHOTO
Mo3ra. OnuienTugopMHas akTUBHOCTh Ha DOl peructpupoBanach ¢ BBICOKOM 4acTOTOM B 00enx
rpynmnax, Ho B 1-ii rpynme daiie BCTpPeYalMCh MATTEPHBI, XapaKTepHbIE ISl AHHJICNTUYECKUX
sHiedanonaruii. Haubonee cyliecTBeHHblE MPU3HAKM XOPOILEro MPOrHO3a —  KIMHHUKO-
aneKkTposHIedatorpapudeckre MpuU3HaKd (OKATHLHON BO3PACT3aBUCHMBIX WJIU JIETCKON aOCaHCHOMN
SMUJIECTICUH.

Cnucok nureparypsl

1. Kyznenosa  T.B., [IloBepennoBa W.E.  ®dapmakope3uCTEeHTHbIE  DIHUIIEICHH,
aCCOLMMPOBAHHbIE €  KOPTHKAJIbHBIMU  JAUCIIA3usAMU.  HeBponorus, — Helporcuxuarpus,
ncuxocomaruka. 2013

2. Myxna  KIO.  ®okanpHble  KOPTHUKAJIBHBIE  AUCIUIA3UU:  KJIMHHUKO-3JIEKTPO-
HENpPOBU3yaIN3allMOHHBIE XapaKTEPUCTUKU. Pycckuil sxypHan nerckoil HeBponoruu 2016

3. Bast Thomas Outcome after epilepsy surgery in children with MRI-negative non-
idiopathic focal epilepsy Epileptic Disorder 2013;15 (2): 105-13

4. Berg AT, Rychlik K, Levy SR, Testa FM. Complete remission of childhood-onset
epilepsy: stability and prediction over two decades. Brain. 2014;137(Pt 12):3213-3222.
do1:10.1093/brain/awu294

18



5. Elaine C Wirrell et al, A population-Based Study of long-term Outcomes of Criptogenic
Focal Epilepsy in Childhood Criptogenic Epilepsy is not Pribably Symptomatic epilepsy Epilepsia
2011;52 (4):738-745

6. Horst Urbach et al MR Imaging in the Presurgical Workup of Patients with Drug-
Resistant Epilepsy AJNR Am J Neuroradiol 25:919-926, June/July 2004

7. Jason Coryell Neuroimaging of Early Life Epilepsy PEDIATRICS Volume 142, number
3, September 2018:¢20180672 (CIIIA)

8. Tellez-Zenteno IF et al Surgical outcomes in lesional and non-lesional epilepsy:
systematic rewiew and meta-analysis. Epilepsy Res 2010; 89:310-8
9. Toranj Raimalwalla, MD, Vrajesh Udani, MD, and Dimpi Mhatre, A Retrospective

Analysis of the Long-Term Outcome of Drug-Resistant Epilepsy in Children Treated in Urban India
Child.Neurol.Open 2018;5:2329048

10.  M.Reiss-Zimmerman et al Developmental malformation of the cerebral cortex. Rofo, 182
(2010), pp 472-478

11.  Sinha et al Definition of intractable epilepsy. Neurosciences (Riyadh). 2011; 16:3-2

12.  Proportional incidences for symptomatic epilepsies according to age and etiology.
Adapted from Annegers JF. The epidemiology of epilepsy. In: Willie E, ed. The Treatment of Epilepsy:
Principles and Practice. Philadelphia, Pa: Lea & Febiger; 2001:135)

13.  Xue-Ping et al Risk factors for drug-resistant epilepsy A systematic review and meta-
analysis Medicine ( Baltimore) 2019 Jul;98(3): 1640

CHUHAPOM KYBEP
Jasaunapos M.A., Uynonasosa B.C., Maabiena JL.A.

I'V3 Jlemckas copoockas knunuyeckas 6onvuuya 2. Tynvl

AxtyanbHocTh.  Cunapom  XybGep —  peakoe — HacleJICTBEHHOe  3abosieBaHUeE,
XapaKTepu3ylolieecs TPeMs OCHOBHBIMM IPHU3HAKaMHU: aHOMaJIMEHW MO3K€4YKa U CTBOJIAa T'OJIOBHOTO
MO3ra, Ha3bIBaeMOM CHMITOM «KOPEHHOTO 3y0a», TMIIOTOHUEH U 3aaep)kkoi pa3Butus. M3sectHo 18
TeHOB, MyTallMi B KOTOPBIX MpHUBOIAT K cuHapomy JKybOep. PacnpoctpanenHocts cunapoma JKyodep
He omnpeneneHa. MHorue aBTopsl npuBoaaT udpsl oT 1:80000 mo 1:100000, HO 3Ta OIeHKA MOXET
OBITh 3aHUKEHA.

Heas. [IpencraButh penkuil KIMHUYECKU ciryyail — cunapom XKyoep.

Marepuanbl u Metoabl. [lon nHammm HabmoaeHnuem B amnpene 2020 na O6aze ['V3 Jlerckas
ropojckas KiuHu4yeckas 6onpHMIA r. Tynasl Haxomuics pedenok /I., 21.03.2019 r.p. ¢ auarsosom:
cunapom JKybep, ayToCOMHO-pELIeCCUBHBIN TUIT HacyieaoBaHusl. OCIOKHEHUS: BbIpaKEHHAs 3aJIepiKKa
MOTOPHOIO pa3BUTHSA. MuortoHmdeckuil cuHApoM. COIYTCTBYIOIIMMI: INOJUKHUCTO3 MOYEK, THUI 1.
MAPC. Atpodus 3putenbHbIX HEpBOB 000X ria3. Cienora oboux ria3 (OTCYTCTBHE MPEIMETHOIO
3peHUs).

W3 anamuesa: peOeHOK OT 4-ii OepeMeHHOCTH, NMpOTeKaBIeil Ha (oHEe yrpo3bl MpephIBaHuS,
HNMBII (amokcuknas). Ot 3-x pomoB B 38 Hemens. Ha Y3U mioma nuarHOCTUPOBaH IMOJUKHCTO3
nmoyvek, kucra neueHu. Bec mpu poxnenun 3550 1, mmuHa 54 cm. Omnenka mo Amnrap: 8/8 Gasios.
CocrosiHMEe TMOCNEe POXKACHUS CpPEJHEW CTeNEeHH TSDKECTH, OOYCIIOBIEHO HEBPOJIOTHYECKOM
CUMITOMATUKON: CHM)KEHUE MBIIIEYHOTO TOHYCA, HEYETKOCTh PEQIIEKCOB, TPEMOpP KOHEUHOCTEW,
cumnroM ['pede, ropusoHTanbHBIN HUCTarM. B poaome nmpoBoaniace remoctarndeckas tepanus. Ha
4-¢ cytku xu3HH niepeseneH B ['Y3 TJIOKb: BIIP mnoma — monukucro3 nmouek. Kucra medenu mo
V3U mnopa. IlepunaranbHoe runokcndyecku-uieMudeckoe nospexaenue [IHC, cuapoM cHuXeHHs
0e3yciioBHO-pediekTopHON akTHBHOCTH. [IpoBeneHo oOcnenoBanue: Y3UM mouek W HaIMIOYEUHUKOB
oT 25.03.2019 — npu3HAKKM aHOMAJIMM PA3BUTUS MOYEBBIX IYTEH — MYJIBTHUKUCTO3 MOYEK C JBYX
crtopoH. ['eretuk ot 27.03.2019: monukucTo3 moyek, MHPAHTUIBHBIA THII, ayTOCOMHO-PEIECCUBHBIN
tun HacienoBanus. Y3U Opromnoii momoctu ot 01.04.2019: mpusHaku KucThl nedeHu (2,1x3x1,5 cm).
PKT 6promHoit mostoctu ot 01.04.2019: B mpaBoii g07€ KUCTO3HBIN odar pazmepamu 26x17 mm. HCT'
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ot 01.04.2019: npu3Haku TUIIOKCUH, HE3PEIOCTH TOJI0BHOrO Mo3ra. Ha 20-e cyTku >kM3HM IepeBENEH
u3 TIOKB B ®I'AY HMMUL] 300poBes aeteit: Mmemust Mmo3ra. ConmyTCTBYIOUIMNA: MOJUKUCTO3 TTOYCK,
ayrocomHo-perieccuBHblii THn. XIIb 1 cragusa. Kucrosznas OGone3ns mnedyenu. KoucynbTupoBaH
TEHETUKOM, B34T aHaJIM3 KPOBU HA MOJIEKYJISAPHO-TEHETHYECKOe 0O0cCieJoBaHue — IIaHelb
«HacnencrBennsle  0ose3HH 1modek» (HEHPOTUUECKUH CHHIAPOM, AaTUIHYHBIA T'€MOJUTHKO-
YPEMHUYECKUH CHHIPOM, MTOJIMKUCTO3 TToueK). MccmenoBanue TapreTHbix oosacreit 200 reHoB.

Pe3ynbrarhl MoJieKyIsipHO-TeHEeTUYECKOro uccienoBanus (Mait 2019): BbIsIBICH HYKICOTHIHBIMA
BapuanT  (.88530522dup B  reTEPO3MIOTHOM  COCTOSHHHM WM HYKJICOTHAHBIA  BapHaHT
0.88465614 88465615del B rereposurorHom coctosuuu B rene CEP290, a Taxke mnatoreHHbIi
BapuaHT §2150466T>A B rerepo3urorHoM cocTosiHuu B reHe PKD1.

[ToBTOpHBIN Kypc craunoHapHoro JjeueHuss B ®I'AY HMMUL] 3noposbsa nereit ¢ 30.06.2019 no
17.07.2019. beut xoncynbptupoBan u odcienoBan: 3BII ot 04.07.2019 — ¢ 06enx CTOpOH BBIPAKEHO
HapylICHWE TMpoBelneHus 3putTenbHON addepeHTanmu Ha kopy. Bumeo-33I° MoHHTOpPHHT OT
08.07.2019 — con muddepenuupoBan Ha cragud. DUBHOJOTHYECKHUE IMATTEPHBI TPEICTABICHBI
yIIOBIIETBOPHUTEIHHO. [IpH mpoBeieHNN PUTMUYECKON (POTOCTUMYIISIAN ATOJIOTHIECKUX N3MEHEHHUN
KOPKOBOM pPHUTMUKH HE OTMEYaJoch. 3a BpeMs HCCIEIOBaHMs SNWIENTU(GOPMHON aKTUBHOCTU
AMWIENTUYECKUX MpUCTYNoB U ux DI'-narrepHoB He 3apeructpuposanHo. KCBII ot 04.07.2019: no
nanHeiM ACBII 3ameienust MpoBeIeHUs MO CIyXOBBIM CTPYKTypaM CTBOJIA TOJIOBHOTO MO3ra HeT.
YuuTeiBasg HaMU4KMe y peOCHKA MaTOJOTHUECKON TTIa3HOW CHMITOMATHKH, IpoBeeHo MPT romoBHOrO
mo3ra oT 11.07.2019 — oTrMeuaeTcss aHoManus 3aJiHEN YEpENHON IMKH, COOTBETCTBYIOIIAS] CUMIITOMY
«KOPEHHOTO 3y0a»: TiTyOOKash MEKHOXKKOBAsl sIMKa, COOOIIAIONIAsICS PacIIUPEHHBIM BOJIOIPOBOIAOM
MO3ra C YETBEPTHIM JKEIYJOYKOM; BBINPSAMIICHHBIE W YTOJIIECHHBIE BEPXHHUE HOKKHM MO3KEUKa;
THIIO/aTuIa3usl 4YepBS MO3KEUKa; AUCIUIACTUYECKUH PHUCYHOK remucdep MoO3KeYKa IO THUILY
HOJMMUKPOTUpUU. MuenuHuzanust 0eyoro BelecTBa COOTBETCTBYET KaJleHAApPHOMY BO3pPAaCTYy.
CybapaxHouaaabHOE MPOCTPAHCTBO JIOOHO-TEMEHHO-BHCOYHBIX OT/EIOB MHHHUMAIBHO PAaCUIMPEHO.
OTmeuaercst pacIIMpeHHe JIEBOTO JlaTepalibHoro kapmana IV xenynouka. 3akmodyenue: MP-kaptuna
COOTBETCTBYET HW3MEHEHHUSAM, XapakTepHbIM i cupapoma XKybep. Oxymuct ot 03.07.2019:
aQHTUOMATUSl COCYJIOB CETYaTKH, TOPU3OHTAJBHBIN KpYMHOpa3MalIUCTBIi HHUCTarM oOOOWX TJas3.
Hespomnor ot 03.07.2019: TlocnenctBus nepunaragbHoro nopaxkenus [IHC, cunapoM nBUraTeabHBIX
HapylmeHui. 3ajepkka MCUXOMOTOopHOro passutus. B mapre 2020 ocMoTpeH 00JacTHBIM JETCKUM
odTanbMoIoroM — atrpodusi 3puTeIbHBIX HEepBOB. Ciemnora 060ux a3 (OTCYTCTBHUE MPEAMETHOTO
3penust). Taxxke ocmorpeH reHerukoMm TOIILl: cunmpom XKyGepa, ayTOCOMHO-PELECCUBHBIN THII
HacsieoBanusl. [lonnkucTo3 moyek, Tun 1, ayrocoMHO-TOMUHAHTHBIN TUIT HACJIEOBAHMUSL.

C 18.05.2020 mo 29.05.2020 kypc craumnonapHoro jgedenus B ['Y3 TO LIAIT: Cunapom XKyGepa,
ayTOCOMHO-PELIECCUBHBIM THI HACJIEeIOBaHMWS. MHOTOHMYECKMI CUHAPOM. BeIpakeHHas 3aaeprikka
MoTopHOro pa3BuThsA. ComyTcTBYrOmU: ATpodust 3pUTENbHBIX HEPBOB 00oux ria3. Ciemnora obonx
a3 (OTCYTCTBHE MpEeAMETHOTO 3peHus). [lonmukucTos movek, tum 1, ayrToCOMHO-TOMUHAHTHBIN THII
HacnenoBanus. MAPC. beut koHcyneTHpoBaH U obcnenoBan: DO —- D30I obeqHeHHOro TUMAa,
BBIPQXXEHHO Jie30prann3oBaHHas. OuyaroBoil u 3MuaenTUPOPMHON aKTUBHOCTU HE 3apErMCTPUPOBAHO.
OMI' —- HapyleHui npoBeIeHHs 10 IBUTATEIbHBIM BOJOKHaM nn. tibialis sin, tibialis dex, peroneus
profundus sin B T.4. B IpOKCHMaJbHBIX OT/AENAX, a TaK k€ PeQIEKTOPHBIM aAyraMm Ha ypoBHe S1-S2 ¢
00enx CTOpOH He BbIABICHO. Y3M modek M MOYEBOrO My3bIps — HXOTEHHOCTh MOYEK OOBIYHAS,
muddepeHIIMpOBKa MapeHXUMbl OTCYTCTBYET, CPEIMHHBIN KOMILIEKC 0e3 BUIMMBIX H3MeHeHuil. B
napeHxXuMe OoImpenenseTcss OONbIIoe KOJIMYECTBO MENKHUX, O 5 MM B JHAaMeTpe, KUCT C TOHKOH
KarcyJoi 1 OAHOPOJHBIM TMIIOAXOT€HHBIM COAepKUMBIM. OpTOmea: MbIIIeYHas! TUITOTOHUS.

ComaTudeckuii ctaTyc 6€3 0COOCHHOCTEH.

HespoJsioruyecknii craryc. [Tonoxenue aktuBHoe. OKpyKHOCTb T0JI0BBI 47 cM. CKOIIEHHOCTh
3arbulka crpaBa. CTUIMHpOBAaH: JUIMHHBIE PECHMIBI, KOPOTKas IIes, AWUCIJIACTUYHBIE YIIHBIE
PaKOBUHBI, apaxHOAAKTHINA. MeHUHreanbHOH U OOIIEMO3rOBOM CHMOTOMAaTUKM HeT. JIuio
cuMMeTpuyHO. Barmsg ne ¢uxcupyer. [lnaBaromume IBUKEHHS TIa3HBIX A0JI0K. ['OpH30HTANBHBIN
KPYIMHOPa3MalIMCThId HUCTarM. 3padku paBHble, D=S. OO0beM aKTHBHBIX M TACCHUBHBIX JIBUKCHUI
noJHbIA. Mplmeunslid ToHyC auddy3Ho cHikeH. CyXOoXubHBIE peduieKChl KXUBble 0€3 pa3HUIIbI
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ctopoH, D = S. UyBCTBUTENBHOCTH TIJIyOOKass M TMOBEPXHOCTHAs HE HM3MEHEHa. TOUKM BBHIXOJA
KOPEIIKOB ~ 0e300/I€3HEHHBI,  CUMIITOMBI ~ HAaTSDKEHUS ~ OTCYTCTBYIOT.  ['OJIOBY  AEpKHUT
HenpoAopkuTenbHoe Bpems. IlepeBopaunBaerca. Ilonmsaer nexa Ha cnuHe. CamMOCTOSITENBHO HE
CaJIUTCsA, MOCAXKEHHBIN — CUAUT C NOLACPKKOM 10 10 MUHYT, IpU BEPTUKAIU3aUU — HET OIIOPBI HA
cronbl. B co3nanuu. B peun nener. Ha oOpamenue pearupyer yiabiOKoii, moBOpoToM rojioBbl. [IseT u3
OYTBUIOYKH, KyILIAeT Pa3MArYeHHYIO MUILY.

BoiBoa. OmnuvcaHHBIA KIMHUYECKUI Cllydail CBHIETENBCTBYET O TOM, 4TO cuHApoMm XKyoOep y
JTAHHOTO peOeHKa sBISEeTCA CIy4ailHOW HaXOAKOH, 0OHapyKEHHOU IPH NPOBEACHUH JAOIOIHUTEIBHBIX
oOclieZIoBaHUI TIO0 IMOBOJY IMOJMKHACTO3a Modvek (maHenb «HacnmencTBeHHbIE OONE3HHM IOYEK» C
n3meHeHussMu B rene CEP290) u maronornyeckoit riaznoi cumnromatukd (MPT romoBHoro mo3sra c
MP-kapTuHOH, XapakTepHoii s cunapoma XKyOep), B gabHEHIIIeM NOATBEPKICHHONH I'eHETUKOM (B
TOM YHCJIE HA OCHOBAaHUU KJIIMHUYECKOW KapTHHBI — MBILICYHAsl TUIIOTOHUS U BBIPAKEHHAs 3aJE€piKKa
CTaTO-MOTOPHOI'O PAa3BUTHS).

OLEHKA 39PEKTUBHOCTH JIEYEBHO-ABUJINTAIMOHHBIX MEPOITPUATHIA
Y JETEHU ITEPBOT'O I'OJIA )KU3HU C ABUI'ATEJIbHBIMHU HAPYILIEHUAMMU

Camconosa T.B., Hazapos C.b., Maromenosa H.M., UuctsikoBa A.A.

Heanosckuii HayyHO-UCC1e008aMeNbCKULL UHCIMUMYM MAMEPUHCMEa U 0emcmed
um. B.H. I'opookosa
e.tsanoeso, Poccus

JlBuraTenpHble HapylIEHHs SBIAIOTCA OJHUMHM M3 HauOojiee YacTo BCTPEYAOLIUXCS
nocneacTBuil nepuHaranbHoro nopaxkenuss LHHC y nereii mepBoro roja »xu3Hu. AKTyalnbHOU 3agaden
SBJISIETCS TOUCK OOBEKTUBHBIX KPUTEPUEB OLICHKH 3()()EKTUBHOCTU BOCCTAHOBUTEIBHOI'O JIEUEHUS IIPU
3TOM MATOJIOTHH.

Heas uccinenoBanus. PazpaboraTte 00bEKTUBHBIE KPUTEPUH OLIEHKU 3((HEKTUBHOCTH JieyeOHO-
aOMJIMTAIMOHHBIX MEPONPHUATHI y A€TeH ¢ ABUTaTENIbHBIMUA HAPYIICHUSIMHU B TIEPUOJT (POPMHPOBAHUS
HEePBbIX aHTUTPABUTALIMOHHBIX T103.

Martepnan u wmeroabl. OOcnenoBanbl 85 nereil B Bo3pacte 3—6 MecsueB: 69 — c¢
HOCIEACTBUSIMU NepuHatanbHoro nopaxenus LIHC B Buje ABUraTenbHbIX HapyumeHud u 16 — Ge3
HEBPOJIOTUYECKOH maTonorud. BceM J1eTsM TpoOBENEHO HEBPOJOTHYECKOE OO0CHe0BaHHE |
KOMIIbIOTEpPHAsE CTaOMJIOMETpHsI IO pa3padOTaHHONH HaMH MeETOJuKe, Ha cralOuiomiatdopme ¢
BBICOKOW YyBCTBUTEIILHOCTBIO JUISI MAJIOTO BECa, B MOJIOKEHUH peOCHKA Jieka Ha )KUBOTE C OTIOPOM Ha
npeamiedbs Wi jgagoHd. Openensivch MOKa3aTesld: CKOPOCTh MEepeMEIleHHs] LEeHTpa JaBlICHHS;
HIMPUHA, Pa3HOCTh JUIMHBI W IIMPHHBI 3JUIMIICA CTATOKWHE3HOIpaMMbl; ypoBHU 60% MolrHOCTH
CIEKTpa B CarMTTAIbHOM M (POHTATBHOM IUIOCKOCTSX; MJIOLIA/(b CTATOKMHE3UOIPAMMBI; MTOKa3aTelb
CTAaOWJIBPHOCTH W HMHJEKC YCTOMYMBOCTH. B OCHOBHOW Tpymnme oO0CieIOBaHHE OCYIIECTBISIOCH B
JUHAMUKE: JI0 M TOcle Kypca JeueOHO-aOMIMTAalMOHHBIX Meponpusatuid. Ilpu peTpocnekTuBHOM
aHaJ M3€ JIETH OCHOBHOM TPYIIBI OBUIM pa3feieHbl Ha 2 TOATPYNIbBL: | — ¢ TMOJOXHUTETbHOMN
JMHAMHKOH HeBposormyeckux Hapymenuit (N = 50), Il — ¢ ee orcyrctBuem (n = 19).

PesyabTaTsl u 06cyxneHue. Y aerell | moaArpynmnsl CKOpoCcTh MepeMeIIeHHsl [IEHTpa JaBJIeHuUS,
MIMPUHA,  PAa3HOCTh  JUIMHBI WM LIMPUHBI  DJUIMIICA  CTaTOKMHE3MOTPaMMBbI,  IJIOIIA]h
CTaTOKMHE3WOTpaMMBbI 10 JedeHus Owvutk Bhime (p = 0,0028; p = 0,043; p = 0,0000; p = 0,0029
COOTBETCTBEHHO), a TMOKa3aTellb CTa0MIBHOCTU U MHAEKC ycroitunBoctu — Hmke (p = 0,0006; p =
0,0019 cooTBeTCTBEHHO), YeM B KOHTpOJbHOW rpymnme. Y aerei |l moarpynmsl pasHOCTh JJIMHBI U
IIMPUHBI DIUTATICA CTATOKUHE3UOTPaMMBI Tak)Ke Obliia BBIIIE, YeM B KOHTpoJbHOH Tpymme (p = 0,007).
[Tocne mpoBeAeHHOTO JieueHUs y AeTed | moarpynmsl Mpou30IUI0 CHUKEHUE TI0Ka3aTeneld CKOpOCTH
nepeMeleHus eHTpa JaBJICHUs, Pa3HOCTH JJIUHBI U IIMPHUHBI AJIIMIICA CTATOKMHE3UOTPaMMBI (p =
0,049; p = 0,000 COOTBETCTBEHHO) M MOBBIIIEHNE TIOKA3aTeNsl CTAOMIBHOCTH, MHIEKCAa YCTOMYUBOCTH
(p = 0,002; p = 0,034 cOOTBETCTBEHHO), B pE3yIbTATEC YETO CTAOMIOMETPUUYECKUE TIOKA3ATENH Y HUX
HE MMEJIM CTaTUCTUYECKH 3HAYUMBIX pa3lInuuil ¢ KOHTpoJbHOU rpymnmoi. Bo |l moarpynmne Ha done
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JIeYCHHs HE MPOU30ILI0 U3MEHEHHUsI CTAaOMIOMETPHUUECKUX TMOKa3aTeNlell U COXPaHsIOCh MOBBIIICHUE
Pa3HOCTU JJIMHBI U IIMPHUHBI 3JUIMIICA CTATOKWHE3UOIPAMMBI IO CPABHEHUIO ¢ KOHTPOJIBHON TPYIIOi
(p = 0,000). Ilpu mnposemenun wunaEBHAyabHOTO W ROC-amanu3a QUHAMHUKK TIOKa3aTeyen
KOMIIBIOTEPHONH CTaOMJIOMETPUHM B HCCIEAYEMBIX IOATPYIINax YCTAaHOBJIEHO, YTO BBICOKYIO
JMAarHOCTUYECKYIO 3HAUMMOCTD I OLEHKH 3(PEKTUBHOCTH BOCCTAHOBHUTEIBHOTO JICUCHHUS Y IETEH B
Bo3pacte 3—6 MecsleB C JABUTaTeJbHBIMU HApYIICHHUSAMHU HMEET JAMHAMUKA IO0Ka3aTells Pa3sHOCTU
JUIMHBI U HIMPHUHBI 3JUTUIICA CTaTOKWHE3norpaMmel. Ilpu ero cumxenun 6onee yem Ha 31% nedenue
OLICHUBAIOT Kak 3¢ EeKTUBHOE, a IPU €ro CHIKEHWU MeHee yeM Ha 31% WM MOBBIIIEHUHU JICUeHUEe
OIICHUBAIOT Kak Hed(PPeKkTUBHOE ¢ TOYHOCTHIO 0 84%. Ha OCHOBaHWMHU 3TOrO MPEIJIOKEH CIIOCO0
olleHKH 3G (EeKTUBHOCTH JeueHus Jereil 3—6 MecsleB ¢ HapylIEeHHEM MOTOPHOIO Pa3BUTHSL.
YcTaHOBIIEHBI BBICOKME UYBCTBUTENBHOCTH (86%) u crneunduynocts (79%) maHHOTO MeToja.
Pesynpratet ROC-ananusa c¢ pacderom tuiomaan mnoa kpuBod (AUC) moaTeepawyid XOPOUTYHO
uH(popMaTUBHOCTH MpeioxkenHoro meroaa (AUC = 0,83).

3akaovenue. [lnHamuka cTaOUIOMETPHUUECKHX TOKa3aTenel Ha (OHe MPOBEACHHUS JeueOHO-
aOMIIMTAIMOHHBIX MEPOIPHUIATUN y JeTel B Bo3pacTe 3—6 MecAIeB C JABUTaTeIbHBIMU HAPYIICHUSIMHU
COMpsKEHa ¢ JUHAMHKOM HEBPOJIOTMYECKUX HapylleHuil. B pesysnbTare uccienoBaHusi paspaboTaH
HOBBI CIIOCOO OLEHKH A(PPEKTUBHOCTH BOCCTAHOBUTEIBHOTO JICUCHHS Y JAETEH C JBHraTeIbHBIMHU
HApYIICHUSAMH, KOTOPBIM MO3BOJHUT MPOBOJUTH CBOEBPEMEHHYIO KOPPEKLHUIO IIJIaHa Jie4eOHO-
aOMJIMTAMOHHBIX MEPONPUATHI IS CHIDKEHHS YacTOTHl U TSDKECTH WHBATMIM3UPYIOIIUX HCXOJI0B
nepuHaTtanbHoro nopaxenus LHC.

OCOBEHHOCTHU UHCY.JbTOB VY JETEM, OIEPUPOBAHHBIX 110 IIOBOJY
BPOXJIEHHBIX IOPOKOB CEPALIA

Houonasa K.M. , Tkaue U.B., [lnornukoB M.B., Uoparumos C.B.
Acmpaxancku 'MY, ®IJCCX

AKTyajabHOCTh. Kapanoxupypruueckue onepanyvu y J1eTei ¢ BpOKICHHBIMU IIOPOKAMH CEpALa
COIIPSIKEHBI C BBICOKUM PUCKOM pPa3BUTHs HEBPOJIOTHYECKUX OCIIOKHEHUI, B TOM YUCIIE U UHCYJIBTOB,
YTO MOXET YXyAmarbh 3(P(EeKTUBHOCTh JIEYEHHUs] OCHOBHOIO 3a00jieBaHUS. OTO OINpeAessieT
aKTyalbHOCTh MPO(MUIAKTUKA (HAKTOPOB, CHOCOOHBIX TPUBECTH K HAPYIIEHHIO MO3TOBOTO
KpPOBOOOpAIIIEHUS C PAa3BUTUEM CTOMKHX 0YaroBbIX HEBPOJIOIMUECKUX CUMIITOMOB.

Heasb. M3yunTs 0cOOEHHOCTH UHCYIBTOB Ha (POHE KapAMOXUPYPTHUECKUX ONEpPaIHii.

Marepunan u meroasl. [lon HamuMm Habm0eHHEM HaxoAwioch 42 peOeHKa C pa3InYHbIMU
dopMaMu OCTPHIX HapyLIEHHH MO3TOBOIO KPOBOOOpAIEHUS, Pa3BUBIIMMUCS IOCIE ONEpanuil mo
MOBOY KOPPEKIMH BPOXKJIEHHOTO Topoka cepjaua. Bo3pact nereit ot 4 nueit no 16 ner. Onepamuun
OPOBOJWINCH C TPUMEHEHHEM HCKYCCTBEHHOTO KpoBooOpamieHus. YacTh MalueHTOB B
MOCJICOTIEPAIIMIOHHOM TEpPHOJIe MOAKIIOUaIM K ammapary JKCTpakoprnopaibHOH MeMOpaHHON
OKCUT'€HALINN.

PesyabraTrel. B crpyktype OHMK mpeobinagan remMopparuyeckuid HHCYJIBT, MEPBBIM
KJIMHUYECKHMM CHMIITOMOM KOTOpOTrO Obuld (pOKanbHbIE W/MIM TE€HEPaJIU30BAHHBIE TOHHMKO-
KJIOHMYECKHE CYJIOPOTH, KaK B MEPBbIE CYTKH IOCIIE ONepaluy, TaK U MOCIe CBETJIOr0 MpoMexyTka. B
9TOH TpyINe NalMeHTOB OTMEYAJICs BEICOKMI MPOLEHT JIML ¢ TPOMOOIIMTONIEHUEH, TSAKEIOH aHeMHUeH,
OIHUM U3 (AKTOPOB pa3BUTHUS KOTOPBIX sBiseTcss npumeneHne OKMO wu remapuHuzanus.
Hmemunyeckre WHCYIBTHI BO3HHMKAIU IO MEXaHU3MYy CHUCTEMHOM MM NapaJoKCAIbHOM 3MOOIMH.
Haubonee tspkeno mporekanu oOmMpHBIE MHGAPKTHI MO3ra ¢ reMopparudeckoil TpaHcgopmaluei,
OCJIO)KHEHHBIE OTEKOM MO3ra W pa3BUTHEM IIOJMOPraHHOM HexocTaToyHocTU. Yaie oTMmeuanoch
nopakeHHe KapoTUIHOro OacceliHa ciieBa, ¢ Pa3BUTHEM IPAaBOCTOPOHHETO remumnapesa. ¥ nereil, B
OTJIMYHUE OT B3POCIIBIX, UMEET MECTO OoJiee ObICTPHIN U MOJHBINA PErpecc 0YaroBbIX HEBPOJIOTHYECKUX
CUMIITOMOB Ha (hOHE HEHPOIIPOTEKTUBHON TEPATTHH.
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3akmouenue. /[ muHuManuzanuu Bo3mosxkHoro nopaxkenust LIHC npu onepanusax Ha cepaue
HEOOXOUMO CTOMKOE MOJAJEpKaHUE HOPMANIbHOM nepdy3ur MO3ra B MHTPAOIIEPAIMOHHOM MEpHUO/IE,
KOHTPOJIb TEMATOJIOTHUECKUX MTOKA3aTEIICH.

NHHOBAIIMOHHBIE METO/IbI IEYEHUSA (;l'[PIHAJIbHOfI MBIIIEYHOM
ATPOOUUN Y JETEHU

Houonasa K.M., Unbenko T.JI., Makapos B.A., KocapeBa A.P.
Acmpaxanckuu I'MY, OJIKB um. H H. Cunuwesoti

AKTyajbHOCTh. CrnimHaJbHBIC MbleyHble atpodun (CMA) — mpencraBiseT coOO Tpymimy
KIMHUYECKM M TEHETMYECKM TIeTEPOreHHbIX  HACJIEICTBEHHBIX  3a00JIeBaHMM, BBI3BAHHBIX
IpOrpeccupyrolieil JereHepaniueil MOTOHEHPOHOB NEPEeAHUX POrOB CIIMHHOTO MO3ra, 00YCJIOBIEHHBIX
mytanuei B rene SMN1. B HacTosiiee BpeMsi akTyainbHa paHHsIS JHArHOCTHKA 3a00JIEBaHUS B CBSI3H C
BO3MOXKHOCTBIO Ha3HAYEHUs IATOI€HETUYECKON Teparnuu.

Hesab. Ouenuts 3¢ (HheKTUBHOCTH MATOTEHETUYECKON Tepanuu y nanueHToB ¢ CMA.

Marepuan u meroabl. Hamu HaGmonatorest 7 nauueHToB B Bo3pacte oT 1 roga o 16 jier co
cnuHaIbHOHN MbleyHoi arpodueit. Cpenn aux: CMA I tuna — 1 wen., Il Tum — 5 wen., I tum — 1
yen. (23,3%). Jluarnoctuyeckuit aroputM o0ciieIoBaHUs OOJIBHBIX BKIIOUYAI MEIUKO-TEHETHUECKOE
UCCIIIOBAaHNE, OICHKY (YHKIMOHAIBHBIX BO3MOXKHOCTEH peOeHKa ¢ Y4eTOM OLEHKH M0 MIKae
HFMSE u HINE.

Pesyabrarel. CTaTo-MOTOpPHOE pa3BUTHE JE€TE€H BO BCEX ClydasX XapaKTepHU30BalIOCh
OTCTaBaHMEM OT BO3PACTHBIX MoKa3zarened. KimHuueckas cuMnToMaTHKa MpPEJCTaBICHA CIa0OCThIO
MBI TPYJHOTO TMOsiCa ¥ MPOKCUMAIBHBIX OTIENOB, apedIeKchel, SMOIMOHAIBHO HHIYITUPYEMBIM
TPEMOPOM, KOHTPAKTypaMH KPYIHBIX CYCTaBOB, KH()OCKOIMO30M, CIA0OCTbIO MEKPEOSPHBIX MBILILL.
Bce xnmHnueckue nmposiBaeHHs 3a00I€BaHUS UMEIOT TEHIECHUHUIO K ObICTPOMY IIPOrpPECCUPOBaHUIO, B
CBSI3U C YeM OOJIBIIMHCTBO MAllMEHTOB IMOJHOCTBIO YTPATHIN CHOCOOHOCTh K MEPEeIBUKEHUIO, OJUH
peOEHOK HAXOIUTCS Ha MOPTATUBHOW MCKYCCTBEHHOM BEHTWISALMHU JETKUX. TpeM manueHTam 1o
KU3HEHHBIM TIOKa3aHUSAM HauyaTa Tepanus mnpenapatrom Cruupasza (Hycunepcen). [Iunamumueckoe
Ha0JII0/IeHUE TI0Ka3aJI0 XOpOouIyto 3()(PEKTUBHOCTH U IEPEHOCUMOCTD Npenapara. Y MaiueHTa IepBoro
rojia )KU3HU ¢ HEerpyooi 3aJiep»Koil MOTOpHBIX (QyHKIMI Ha ¢oHe Tepanun CrimHpazoil HaOMroaeTcs
yJIy4lIEHUE MOTOPHBIX HaBBIKOB. B OCTaJbHBIX Cllydasx OTMEYaeTcsl OTCYTCTBHE MPOrPECCUPOBAHUS
JIBUTATENILHOTO Ae(uuunTa.

3akiouenue. [larorenerndeckas Tepanust 00ibHBIX ¢ CMA ymiydimaeT moka3areiad KadecTBa
AKHU3HU.

HAPYHIEHHUE CJIYXA KAK ITPUYNHA 3AJEPKKHU PEYUEBOI'O PA3BUTUSA
Y IETEH PAHHET O BO3PACTA

Pomanosa K.I'., ’Kesneponok U.B., Jlemem O.10.

Benopyccras meouyunckas akademust noCieOUniomMHo20 00pas308anus,
Pecnybnuxanckuii nayuno-npakmuyeckuil yeHmp omopuHoIapuH20I02UU

AKTyaJIbHOCTD. B (hopMUpOBaHMM U OCYIIECTBICHUH PEUeBO (DYHKIIMU BAXKHYIO POJb UTPAET
CIIyXOBOM aHanu3atop. Hapymienwe ciayxa pa3iuyHOW STHOJIOTMU SABJISETCS OJHOM M3 CaMbIX
pacupoCTpaHEHHBIX MPUYUH, NPUBOASAIIMX K OTCTaBaHUIO B peueBOM OHToreHese. K paHHuUM
IIPU3HAKaM HApYIICHMs CIyXa Yy JEeTed B PaHHEM BO3pacTe€ OTHOCUTCA OTCYTCTBHE pEAaKUMU Ha
3BYKOBBIE Pa3ApaKUTEIH.

I_Ie.m). BBIHBJ'ICHI/IG paHHI/IX l'IpI/ISHaKOB CHUXCHUA CJ'IyX& BO BpeMSI KOMIIJICKCHOT' O
HEBPOJIOTMYECKOTO OCMOTpa IyTEM IEPBOIO 3Tara ayAHuOoJ0THYeCKOro CKpUHUHTA.

Marepuan u meroabl. OOBEKT HUCCIENOBaHMS — JETH B BO3pacTe 10 3 JIET C BIIEPBBIC
JTUArHOCTHPOBAHHOMW 3aJIEP>KKOH PEUEBOT0 PA3BUTHSI BO BpeMsl MPOPIIAKTHUECKOTO MprUeMa.
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PesyabtaTsl. 3a mepuox 2018-2020 rr. Bpau-HEBpOJIOT Ha MPO(UIAKTUYECKOM OCMOTpE,
BKJIIOUYAIOLIEM KIMHUYECKYIO OLEHKY CIYXOBOTO BOCHPHATHS (IIOBEJICHYECKHE PEaKlUU B OTBET Ha
CIIyXOBOH pa3Jpa’KUTEIb), BBIABUI 76 JETei B Bo3pacTe 10 3 JIET ¢ 3aJEpHKKOI peueBOro pa3BUTHs U
HapylIeHHEeM  CIyXoBoro  Bocmpusitus.  JlanmpHeiilee — ayAauojorudyeckoe  oOclepoBaHUe
(MMIIEJAaHCOMETPHSI, PETUCTPALUS OTOAKYCTHMUECKOM SMHUCCUM U KOPOTKOJATEHTHBIX CIIyXOBBIX
BBI3BAHHBIX MOTEHIMAJIOB) y Bpauya-OTOPUHOJIAPUHIOJIOra BBIABUIIO, 4TO B 9,2% (7/76) netu umenu
HapyILIEHUs CiyXa pa3JIu4yHOM CTENEHU BBIPAXEHHOCTU U 3TUOJIOTHH.

3akaouenue. Ilpu HeBporOrmueckoM OCMOTpe JeTed paHHEro BO3pacTa HEOOXOAUMO
IPOSBIIATE AyJIUOJIOTUYECKYI0 HACTOPOXKEHHOCTh, TaK KAaK PAaHHAS IUAarHOCTUKA HApYyLIEHUH ciyxa
pa3IMYHOTO TeHe3a U CTENEeHH BBIPAKEHHOCTH IO3BOJIUT CBOEBPEMEHHO IIPOBECTU PEOCHKY
KOPPEKLIMIO IyTeM I0J00pa CIyXOBOI'O ammapara MW BBIIOJHUTH KOXJIEAPHYIO HWMILIAHTALMIO, a
TaK)Ke ONPEACTUTH MeJarOrMuecKuii MapiIpyT AJisl 3aHATUHN C CypJIoTelaroraMy U JIOTOIeIaMu.

YACTOTA BCTPEHAEMOCTH PA3JIMYHBIX ®OPM SIWIEIICUU U
COIIYTCTBYIOLIEA TATOJIOI'MHU Y HAIIMEHTOB C SIIWJIEIICUEN

Kpaesa JI.C., Eroposa C.H.

@I'bOY BO Cubl’' MY Munszopasa Poccuu,
OI'AY3 «Obnacmuas demckas 60abHUYA»

AKTYaJIbHOCTDh. OMUJIENCUS —- IIUPOKO PACHpPOCTPAHEHHOE XPOHHMUYECKOE 3a00JieBaHHEM
9acTo ¢ 1e0I0TOM B JIETCKOM BO3PACTE M Pa3HBIM IMPOTHO30M B 3aBHCHUMOCTH OT ()OPMBI.

Heab. M3yunTh pacnpoCTpaHEHHOCTh pa3IMYHBIX (OPM SHWIETICHM U  COIMYTCTBYIOUICH
[ATOJIOTUU Y NAIIUEHTOB C IUJICTICUEH.

Matepuan u meroabl. [IpoBeneno obcnenoBanue 476 aereil M MOAPOCTKOB C SIHUJIETICHEH B
BO3pacte oT 3 MecsiteB 70 18 yner. Bee maruenTsl HaOMI01aI0TCST HEBPOJIOTOM-3ITHIICTITOIONOM Ha 0a3e
OI'AY3 «O06nactHas gerckas OOJILHHULIAY.

PesyabTaTsl. Yalie BcTpedanuch CTpYKTypHBIE (pokanbHbIe snmiencun — 36,5%, Ha 2-m mecrte
— (okanpHBIe TeHETHYECKHe BO3pacT3aBUCHUMBbIe (GopMbl — 27,3%, HeyTouHEHHBbIE (OKAIbHBIE
dopmbl coctaBmin 18,7%. 'eHepann3oBaHHbIE T€HETUYECKUE DMUJICTICUM BCTPEUYAIHCH peXKE — B
8,6% cmyuaeB (IAD — 41,4%, UT'D I'CIT — 31,7%, IOMD — 9,8%). I'pynna snunenTH4ecKux
sHuedanonatuii cocrasmia 4,4%, cpeau HuUX camoi 4actoil gopmoi sBuiCS cuHIpoM Becta —
30,4%. HeyrouneHHsie pOpMBI cpeir BCEX MAIIMEHTOB cOCTaBMIN 3,6%. ConmyTCTBYIOIIAs TATOIOTHUS
yaiie BCTpeYaeTcs y MalueHTOB ¢ poKalbHON cTpykTypHO# snunencueit: LI Tsxenoro ypoBHI —
37,4%, opranudyeckoe TMOpakeHHe TOJOBHOTO Mo3ra — 25,3%, BAP romnoBnoro mosra — 12,6%
ciydaeB. [lpu (okaapbHBIX T€HETHUECKHMX SIWICIICHAX dYalle BcTpedanuch oxupenue — 10,8%,
YMCTBEHHAsI OTCTalOCTh — 6,9%, opraHnyeckoe mopakeHue TojoBHOTO Mo3zra — 7,9%. Ilpu
TeHepATM30BaHHBIX (POpMax HMHIIENICHH COMYTCTBYIOIIAs MAaToONOrHs BcTpedamack — B 51,2%
ciyvaeB: oxupenne — 19%, yMCTBEHHAst OTCTAIOCTh JIETKO# crerrenn — 9,5% u snype3 — 9,5%.

3akarodenue. Takum 006pazoM, CaMbIMHU YaCTHIMHU (DOPMAMU IMHIICTICUU SBUIIUCH CTPYKTYPHBIS
¢doxanbHble, MPU ITHX ke hopMax OTMEUAeTCs CaMblii BBICOKHMM MPOIEHT TSXKEJION COMyTCTBYIOLIEH
MATOJIOTUH, YTO 3HAYUTENBHO 3aTPYAHSET JICUCHUE U YXYAILIAET MPOTHO3 3a00IeBaHUSI.

HAPYIIEHUE BOCIHTPUSITHUS 1 BOCITPOU3BEJIEHUSI PUTMA Y IETEN
C CUHAPOMOM JE®PUIUTA BHUMAHUSA C THIIEPAKTUBHOCTBIO
I'amuukas O.C., I'pudosa H.II.

CIMYy

AkTyajabHocTh. CUHAPOM TUIEPAKTUBHOCTU C Ne(DULUTOM BHUMAHHS y JAETEH MPEICTaBISIOT
coboii omHy wu3 Hauboiee pacHpOCTPaHEHHBIX (OPM HEPBHO-TICUXMYECKHX HapyIIEHUH Y
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IIKOJBHUKOB HAYaJbHBIX KJAcCOB. Il0 MaHHBIM OTEUECTBEHHBIX U 3apyOEKHBIX HCCIEIOBAHUH,
yacTtota BctpeuaeMocTd C/IBI” cpenn mkoapHUKOB HavadbHBIX Ki1accoB gocturaet 5—15 %.

Heab uccaenopanus. ONEHUTH CIOCOOHOCTD K MEPUENIUN PUTMA Y JeTel B Bo3pacTe OT 6 10
11 et ¢ cMHIPOMOM TUTIEPAKTUBHOCTHU C 1€()UIIUTOM BHUMAHHUSL.

Marepuanabl u Metoabl. O6cnenoBan 41 pedenok B Bo3pacte ot 6 10 11 ner ¢ C/IBI. [Inaruos
CJIBI' Obu1 moctaBieH Ha ocHoBaHWHW Kiaccupukanuu DSM-IV u aHkeTHpoBaHUs poauTeniel ¢
UCTIOJIb30BaHUEM JHArHOCTHYECKOTO OINpocHUKa BangepOounbT. Bcem nersm mnpoBeneH TecT
Bocrpou3BeeHrne pUTMOB 1o M. Ctembak, TECT ¢ 334al0IIUM PUTMOM U UCCIIEIOBaHUE BEpOaTbHOIO
¥ HeBepOaIbHOTO MHTEIJIEKTA C MCIIOJIb30BAaHUEM TecTa Bekciepa.

Pe3yabTaTsl u o6cy:xkaenusi. Cpenu 41 pebenka miaamero mkoJbHOro Bo3pacta ¢ CABIT —
11 nesouex (26,9%) u 30 mampuukoB (73,1%). AHaiu3 aHKETUPOBAHUSA POAMTENEH BBIABUI
npeobiiajaHie CHUMITOMOB Je(uliTa BHUMAaHUS CpelHEH U TSKEJION CTENEeHU BBIPAKEHHOCTHU Y
56,1% nereir, y 43,9% ormedanoch HapylIeHHE TIOBEACHUS B (QOpME TUMECPKHHETUYECKOTO
pacctpoiictBa. Hapymienue crnocoOHOCTH K MEpUENIUd U MOTOPHOMY BOCIPOM3BEICHUIO PUTMOB
BBISIBIICHO y 78% obOcnenoBanHbIX Aereidl. KonmnyecTBo mpaBuiabHBIX 0TBETOB B TecTe M. Ctembaka B
9TOW TpyIIe UCHBITyeMbIX He npeBbimano 30%, 4To CBUAECTETHCTBYET O BBIPAKEHHOW JUCPUTMHH.
Taxxe y 90% IIKOJILHUKOB BBISBJIEHO PAcCcOIIaCOBaHUS 110 BPEMEHU MEY PENepHbIM PUTMUYECKUM
3BYKOBBIM CHTHAJOM W yJapam# MO TEHNHHUHr-TuIaTGopMe ¢ mpeodiagaHrueM CPEIHEr0 U BBICOKOIO
IPOLEHTa YAapOB C OIEPEKEHUEM OTHOCUTENBHO 3aJlaHHOro puTtMma. M3ydeHue mnokazatenei
BepOaIbHOTO ¥ HEBEpOAIBHOTO HWHTEIJICKTa HE BBISIBIJIO 3HAYMMBIX OTKJIOHEHHH B TpyIIe
UCTIBITYEMBIX.

3akaouenue. OIleHKa CIOCOOHOCTH K BOCIPUSATHIO M BOCIPOM3BEICHUIO PUTMA SBISETCS
aKTyaJIbHBIM JOMOJIHUTENbHBIM MeTosIoM auarHoctuku CJIIBIT y nereit. ¥V nereit ¢ CABI' BoisiBieHO
BBIPQXXCHHOE CHIDKEHHE CIOCOOHOCTHM K  MEpUENIUd, MOTOPHOMY BOCIPOHM3BEICHHUIO U
CUHXPOHM3AIMH C 3aJaHHBIM PUTMOM.

TNMIOMHUEJNHN3AILIUS C ATPO®PUEN BA3AJIBHBIX TAHTJIMEB U MO3KEUKA
(KJITAHUYECKHUH CJIYUYAH Y PEBEHKA)

Manbkesuy JI.B., ’Kesueponox U.B., JIyns A.B.

KBenopycckas meouyunckas akademus nocieouniomnozo obpazosanus, Y3 « 1-sa demckas 20poockast
NONUKTUHUKA «

AKTyanabHoOCTh. ['Momuenuan3anus ¢ atpodueld 6a3zanbHBIX raHrimeB U mMo3xedka (H-ABC;
MIM 612438) — peakoe HacieacTBeHHOE 3abojeBaHue (Tpymma JeHKOAUCTPO(DHit), KIMHUIECKU
IPOSBISETCS SKCTPAUPAMUIHBIMU HApYIICHUSMH, CHACTUYHOCTHIO, MO3KEUKOBOH aTaKCHEW,
SNMWIENICUEH, a TaKkxke IpyrumMu cumntoMamu. M3sectHo 6osee 30 myrtauumii B rene TUBB4A, kotopsle
OTBETCTBEHHBI 3a pa3BuTHe accounnpoBanHoii ¢ TUBB4A neiikoauctpoduu.

Heas. Onucanue ciydas TUIIOMUEIMHU3AUHN ¢ aTpodueil 6a3aabHBIX TaHTIIUEB U MO3KEUKA Y
pebenka ¢ mytarueit de novo B rene TUBB4A (¢.745G>A; p.Asp249Asn).

Martepuansl u metoabl. [laiuent A., 2006 r.p. Poguncs nonomennsiid, Bec 3050 r, poct 51 cwm,
Amrap 4/UBJI  (achuxcus TsKenmoil  crerneHu).  AHTEHaTalbHBIM — Tepuoja  oTsromiedH. B
HEBPOJIOTHYECKOM CTaTyCe C POXKJIECHHUS HUCTArM, ¢ 9 MecsieB runepkuHessl (royossl). Bospacr 1 rox:
HE XOJUT, HE MOJ3AET, CTOUT y OMOPbI, CAMOCTOATEIBHO HE CTOUT, CaauTcs U cuauT ¢ 11 mecsues,
MBILLIEYHBIN TOHYC CHUKEH, THIIEPKUHE3BI FOJIOBOM, HUCTArM.

PesyabraTrel. MPT I'M (1 ron): MUHMMalIbHOE paclIMpEeHUE MEPEIHEro cydapaxHOUJAIbHOTO
npoctpancTBa. Juarnos: Ilocnenctsus nepunaransHoro nopaxkenus LHHC. I'enetux: kapuorun 46
XY, 16gh+ Bapuant HOpMalbHOTO MYKCKOro. CeNeKTUBHBIH CKPUHUHI B IMpeaeiaax HOPMBI.
AKTUBHOCTh  JIM30COMANIBHBIX  (pepMEHTOB B  mpeAenax HOPMBL.  AHaIU3  XPOMOCOMHOM
HECTAaOMJIPHOCTH — YacToTa abeppaiuii XpoMOCOM B mpenenax HOpMbl. B 3 roma nuarHo3 m3MeHeH:
[Iporpeccupyromee 3adoneBanne I[[HC co coactuueckoil murieruedl, KOOPIAWHATOPHBIMU
HapymeHusamu u 3PP. C 3 net: HapacTaeT cnacTuka, yCUIIMBAETCS TPEMOP T'OJIOBbI, HUCTarM, yTpaTuil
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HABBIK caMOCTOSTENbHON X0a6061. MPT I'M (5 ner): rpyOblii MepUBEHTPUKYISIPHBIN TTHO3 B 00eHX
remuchepax mo3sra, cyoarpodus mozxkeuka. Juarnos: JIJI Ilenmuneyca—Mepmndoaxepa. MPT I'M (12
aer) — quddy3Hoe U3MEHEHHEe CUTrHajIa Oeoro Beniectsa Oonpmux nomymapuii I'M, mozxeuka. [Ipu
KIIMHUYECKOM CEKBCHMpOBaHMM BbIsiBJIeHa MyTtanmuu de novo B reHe TUBB4A (c.745G>A;
p.Asp249Asn), koTtopas mpuBela K THUIOMHUEIMHHU3AMH C arpoduell 0a3ajbHBIX TaHIJIMEB |
MO3XKeuKa.

3akmovyenne. KimHudeckue TMpOSBICHHUS HACICICTBEHHBIX 3a00JIEBaHUI MEHSIOTCS C
BO3pacTOM, 4TO 3HAYUTENbHO 3aTpyAHseT auddepeHIuanbHYyI0 IUArHOCTUKY, OCOOEGHHO NpU
OTCYTCTBHUH perpecca M Crieu(prIeCKUX N3MEHEHUH TP MHCTPYMEHTAIBHBIX METOAAX UCCIIEOBAHUS.
Myranuu de novo BHOCST BKJIaJ B MOJUMOP(U3M MHpOosBICHHM 3a00jeBaHUs, a HEBPOJIOTHUECKUN
perpecc y peGeHKa SBisieTcst 0053aTeIbHBIM JUI MPOJI0JDKEHHUS JHArHOCTHUECKOTO MOUCKA.

PAHHSASA JETCKASA HEPBHOCTD I1PU 3AJIEPKKE PEUEBOI'O PASBUTUSA
HlanbkeBuu JI.B., KeBueponok U.B., Jlemem O.1O0.

FBenopycckas meouyunckas akademus nocieduniomHoz2o oopazosanus, Pecnyorukanckuil nayuno-
NpaKmuyecKutl Yyenmp OmopuHoOIapUH20I02Ul

AkTyaiabHocTh. Jluarnoz «3agepxkka pedeBoro pasutusi» (3PP) koncratupyer dakt
OTCYTCTBUS WJIHM OTpaHUYEHUS 00beMa peur y pedeHka B Bo3pacTe 10 3 jeT. B aTom Bo3pacte Takke
4acTo BCTpEYaeTcs «CUHIpPOM moBbiieHHON Bo3Oyaumoctu» (CIIB) (R68.1), koTopslii BKIIOUaeT B
ce0si KOMIUIEKC CHMIITOMOB ITOBBIIICHHOW HEPBHO-PE(ICKTOPHON BO30YAMMOCTH B COYETAaHUHU C
BEreTaTHBHBIMU PACCTPONUCTBAMU (IIPU OTCYTCTBUU OPTAaHHUECKOMN MATOJIOTHH).

Heasn. IIpoanamusupoBats yactory CIIB (rumepBo30yaumMocTn) y OeTeld C peanu3anueit
3anepxkku qopeueBoro (3P) wiu peueBoro passurtus (3PP) B Bozpacte 1 rog, ¢ 1 rona o 2 ner, ¢ 2
1o 3 er.

Marepuanbl U MeToabl. B uccrnenoBanue BkiatoueHbl 132 peGeHka B Bo3pacte 10 3 JeT ¢
nuartozoMm 3PP. B 3aBucumocTu ot Bo3pacta kiuHu4eckux nposisienuid 3P niau JIPP chopmupoBanbt
Tpu rpymnnsl: 10 1 roga (n = 48), ¢ 1 roxa 10 2 net (N = 41), ¢ 2 no 3 ner (n = 43). Mcnonb30Baiuch
MHCTPYMEHTAIIbHO-Ta00pAaTOPHbIE METO/IbI UCCIIEI0BAaHUS (MCKIII0YAIach CTPYKTYpHAsl, OpraHuyecKas
[aToJIOTUs), KITIMHUKO-aHAMHECTHUYECKUI METO/], aHKETUPOBaHUE POAUTENEH.

Pe3yabTaTsl. B X01€ uccnenoBanus ycTaHOBIEHO, UTO Y AeTel ¢ nmpossiennem 3/IP B Bozpacre
1o 1 rona yacrora CIIB ormeuena B 29,2% cnyuasix (14/48), B rpynme ¢ 1 roga mo 2 ner — B 46,3%
(19/41), B rpymmie ¢ 2 1o 3 et — B 67,4% (29/43), p®@umepa < 0,001. Takum oOpa3om, ycTaHOBIICHA
3aBUCHMOCTB. 4eM Io3xe auarHocrtupyercst 3PP, tem game eit comyrctByer CIIB, uto moareepkaaer
ux komopOugHocth. Hammuume Bbicokoit uwactorsl CIIB y nereit ¢ 3PP mnepBeix jer »xu3Hu
00OCHOBBIBAET KOMILJIEKCHYIO TEPAIUIO, HAMPaBIEHHYIO HAa paboTy MO KOPPEKLHMH 3MOLMOHAIBHOTO
B3aMMOJICHCTBHS MKy peOEHKOM U MaTepbio ¢ 00s3aTeNIbHBIM IIPUBJICYEHUEM TICUXOJIOTOB, 3aHATHUS
C JIOTOTIEZIOM, a TaKXKe OIpeJIeNIIeT CTPATEr IO 10 BHIOOPY JIEKAPCTBEHHBIX CPECTB.

3akirouenue. PanHAs auarHoctuka 3PP, oka3aHue CBOEBPEMEHHOW TOMOIIM, TEpanus
UMEIOUINXCA PACCTPOMCTB IO3BOJIUT YMEHBUINTH CONYTCTBYIOIIME ITOBEICHUYECKUE HAPYLIEHUS Y
pebenka panHero Bo3pacta ¢ 3PP, cKOppekTHpOBaTh KIMHUYECKHE TMPOSIBICHUS MOBBIIMICHHON
B030ynumMoctu LIHC, 1 TeM camMbIM NMOBBICUTH KaueCTBO JKU3HHU JETeH.

MPOEKT ®EJIEPAJIBHOI'O PETUCTPA «AHCYJbT YV IETEN»
Jponb A.H.
000 «/lemckuu [lokmop»
AKTyanbHocTh. Benenue perucrpa «HCYNbT y neTei» MO3BOJUT CHCTEMATH3MPOBATh COOP

uH(poOpMaIMu O TAalKUEHTax, MPOBOAUTH MOHHUTOPHHT 3((PEKTHBHOCTH M OE30MACHOCTH TEparuu B
peXHME pealbHOTO BPEMEHHU.

26



Heasb. Pa3pabotath W BHEIPUTh AHATUTUYECKYIO IUIATGOPMY C LEIbI0  HM3Y4YCHHUS
SMUIEMHUOJIOTHH, (PAKTOPOB PUCKA, KIMHUYECKON KApTHHBI, JaHHBIX JIAOOPATOPHO-IHUArHOCTUYECKUX
METO/IOB HCCJIeIOBaHMS, OLIEHKU TAKTUKH BeJeHUS U 3()()EKTUBHOCTH, NMPUMEHSEMOU Tepamnuu, a
TaKXK€ Ha OCHOBAHUU IIOJYYEHHBIX PE3yJbTaTOB pa3padoTaTh €IMHBIM CTaHIAPT BEICHUS JTaHHBIX
IIalMEHTOB Ha Tepputopuu PO.

Marepunanbl U1 MeToabl. Perucrtp COCTOMT M3 JOBYX 4YacTel: «PETrUCTPALlMOHHON», KOTOpas
BKJIIOYAET B ce0sl CTaTUYHbIC MMOKA3aTeNU M 3alOJIHACTCS TOJIBKO MPH MEPBHYHOM BHECEHUU JTAHHBIX
NAlUEHTa, 1 «MOHUTOPUHIOBOM», COAEpIXKAILEH IOKAa3aTEeNH, OTPAKAIOIUE TUHAMHUKY KIMHUYECKOU
KapTHUHBI, pe3yJIbTaTOB JTA0OPATOPHBIX U MHCTPYMEHTAIBHBIX METOJIOB IUAarHOCTUKH, 3((HEKTUBHOCTH
IIPUMEHAEMOH Tepanuu U JpyTue.

PesyabTaTsl. B perucrpanmonnoit yactu oroOpaxkatorcst manueie o JIIIY, dukcupyercs
HaAIPAaBUTEIbHBIA JHMAarHO3, AaTa M BpeMs MOCTYIUICHUS IallMEHTa B CTAllMOHAp, NACIOPTHAs 4acThb,
CBEJICHUA O CEMEWHOM aHaMmHe3e. JlaHHble, KOTOpBIE IOJABEPrarOTCs MOHUTOPUHIY, BHOCSTCSA B
pasneinsl. Paznen «/lnarnos»: auarnocruueckas kareropus, Tun OHMK, nara nocraHoBku nuarsosa,
IIPUYMHA II03JHEW [IMAarHOCTHKH, NEPHUOJ, BIEPBBIC WM IOBTOPHO Pa3BWIICS MHCYJIBT, a TAKXKE
conyTcTByomas narojorus. Paznen «KnuHuka u AuarHocTuka»: Bo3pact Ae0roTa 3aboseBaHus, nara
U BpeMs TEpBBIX KIMHUYECKHX IPOSBICHUN, (AKTOp PHCKA, KIMHUYECKAs KAapTHHA, OIEHKA II0
mkanam [nasro, PedNIHSS wunu PIHS; meton weiipoBusyanusanuu, naTa ¥ BpeMs MPOBEICHUS,
pe3ysabTaT; 3aKJIIOYECHMs JONOJHHUTEIBHBIX METONOB HccienoBaHusa. Pasznmen «Tepanus»: rpynma
npenapara, MHH, ToproBoe Ha3BaHue, 103a, 1aTa Hadala U OKOHYAHUS TEpallud, IPUYMHA OTMEHBI,
nobounbie 3¢ dekrel. Pasmen «Mcxon OHMK»: mannbie omenku mo mkane PSOM-SNE, namuume
WHBAJIUHOCTH, BEDKMBAEMOCTb, I1aTOJIOT0AHATOMUYECKUI IarHo3.

3akmoyenue. 1. OOecrieunTh ONEpPaTUBHBIA JOCTYH K ©0a3e [aHHBIX perucTpa s
CBOEBPEMEHHOI'0 TONOJHEHUS U IPOBEACHUS CTAaTHCTUYECKOH 00paboTku naHHbIX. 2. IlomyunTh
IpPEJICTaBICHUE O pealbHOM KIMHUYECKONM MpaKTUKE BEIEHUs JAeTed ¢ HMHCYJIbTOM. 3.
CranpapTu3upoBath  MpOoQUIAKTUYECKHE, JIeYeOHO-TMAarHOCTUYEeCKHEe U peabuiIMTalMOHHbIE
MEPONPUSITHSL, TPOBOAUMBIE JIETSAM C OCTPHIM HapyIIEHHUEM MO3TOBOIO KPOBOOOpAIIEHHUS.

IOBEHUWIBHASA IIMJIOHNUTAPHASA ACTPOHUTOMA (KJIMHUYECKOE
HABJIIOJAEHHUE)

lanskeBuy JI.B., ’Kesneponoxk U.B., AApomesuy T.JI.

Benopycckas meouyunckas akademus nocieouniomnozo obpazosanus, Y3 «4-a demckas 2opoockas
KAUHUYeCKas 60IbHUYA»

AkrtyaabHocTh. [Iunonurapnas actporutoma (ITA) — omyxoib roJOBHOIO MO3ra, KOTopas B
75% mposiBasiercs B Bo3pacte a0 20 ner (wame B 9-10 ner). Cumnromsr ITA oTnmuuarorcs
pazHooOpa3ueM HEBPOJIOTMYECKUX CHUMITOMOB: rojioBHass Oosib (I'B), cHumxeHue 3peHus win
BBINIAQJICHUE TIOJIEH 3pEeHMs, aTaKCUs, W3MEHEHUsT UYYBCTBUTEIBHOCTH IO TE€MUTHUIlY, CYIOPOTH,
W3MEHEHUS PEYH, CIIyXa, TOBEICHUS U YaCTO CUMIITOMAMU HAPYIIEHUS SHIOKPUHHON CUCTEMBI.

Heas. Onucanue knnauueckoro ciy4das [1A y mogpoctka.

Marepuanasl u Metoabl. [lamment B., 13 7ner ngocrtaBiieH B KapJIHOPEBMATOJIOTHYECKOE
ornenenue ['JIKb mocne mnepBoro cuHkomaiabHOro cocrosinug. W3 anamuesa: 6 nueir ['B,
TOJIOBOKpPYKEeHHE, ToBbIieHne AJl, moTeMHeHHe B TJa3ax, 00Jb B JICBOW TOJIOBUHE IIIEW, MHOTIA
pBota. Panee I'b u u3MeHeHus B camMO4yyBCTBHHM He Obuto. IlepBHuHas OIlEHKAa HEBPOJIOTHYECKOTO
cratyca 0e3 maronoruu. JI3H npoMuHUPYIOT B CTEKIIOBUIHOE TEJIO, CTYIICBAHBI.

PesyabTaTsl. MPT ronoBHoro mo3sra: nH(ppaTeHTOpHAIBLHO, B 00JIACTH MO3XKeuKa, 00pa3oBaHuE
pasmepoM 73x65%55 mm, ¢ runepuaTeHCHBHBIM B T2/FLAIR u runonnTeHcuBHbIM B TIW 1 ¢ MeHee
TUIEPUHTEHCUBHBIM T2W TPHUCTEHOYHBIM CONHIHBIM KOMIIOHEHTOM, C JMHEHHBIMU U aMOPQHBIMU
y4aCTKaMU «BBIMAJEHUS» cUrHala B T2 ¢ BbIpaXKEHHBIM Macc-3Gp(HEeKToM U MHUHHUMAaJIbHBIM
nepudoKaTbHBIM OTeKOM. llHcTepHalbHBIE JTHKBOPHBIE MPOCTPAHCTBA KOMIIPEMHUPOBAHBI. BOKOBBIC
JKENyJI0UKU PACIIMPEHBI 1O 25 MM Ha ypOBHE TeJl, C MPHU3HAKAaMHU TPaHCANEHAUMAaIbHOro oTeka, III
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pacumpes g0 15 mm; IV xenynouek — komnpeMupoBaH. ['Hmopu3 pacnoiiokeH MHTPACEIUISPHO,
ymjouieH. Xua3Ma U HadaJlbHble OTJENbl 3pUTEIbHBIX TPAKTOB HECKOJIBKO YBEIMUYEHBI B OObeMe
(S>D), umeror noBbimeHHbd B T2/FLAIR curHam ¢ HEYeTKUMHU TpaHULIAMHU, O€3 JTOCTOBEPHBIX
npu3HakoB HakomuieHuss KB (BeposTHO, BciencTBUE CHABICHMs HEOIUIACTHMUYECKOIO XapakTepa).
[IponabupoBanue MunganuH Mo3xeuka 10 18 mm B B30 Himke nunun MakPest; MmocT, mpo1oaroBatelit
MO3T C IPU3HAKAMU CAABICHMUSL.

3akarouenue. [[narno3: O0semHoe oOpa3zoBanue 3aaHeit yepenHoit sMku (ITA) ¢ mpusHakamu
BTOPUYHOM TPUBEHTPUKYJIAPHOM OOCTPYKTMBHOH ruapouedanuu W BKIMHEHHEM MMHJAIUH
MoO3keuKka. IlopakeHue Xwua3smMbl M 3PUTEIBHBIX TPakTOB. KiMHWYEeCKU ciaydall JEMOHCTPUPYET
JUINTENIbHOE OE€CCUMITOMHOE T€YEHHE U OTCYTCTBUE HEBPOJOTMYECKOM CHUMIITOMATHKH, 10 MOMEHTa
pa3BUTHS KIIMHUKU 00CTpYKTUBHOU Tuaponedaniu Ha GpoHe [TA 3HaUUTENBHBIX pa3MEpOB.

HACJEICTBEHHAS MOTOPHO-CEHCOPHAA MOJIMHEHPOIIATHS C
IFETEPO3UI'OTHOU MYTALMEN B 7 9K30HE 'EHA MFN 2 C PAHHUM JTEBIOTOM H
JEMUEJIUHU3UPYIOIEU OPTAJIBMOITIATUEHN

anbkeBuu JI.B., ’KeBueponok U.B., Bunnuenko M.JIL. ,Tperbsik T.JI.

Benopyccras meouyunckas akademusi nOCIeOUNiIOMHO20 00pA308aHUS,
Munckuti 20p0OCKOll YyeHmp MeOUYUHCKOU peadurumayuy 0emell ¢ NCUXOHEEPOI0SULeCKUMU
Hapywenuamu, Y3 «4-a oemckasn 20po0ckas KIuHUYeCKas OOIbHUYa»

AKTyanabHoOCTh. HacnencTBennsie MOTOpHO-ceHCOpHBIE HelponaTtuu (naiee HMCH) — rpynma
IeHETUYECKU IeTePOreHHBIX HEPBHO-MBIIIEUHbIX 3a0oneBaHuil. B Hacrosee BpeMs omucaHo Oosee
30 renoB u 50 mokycoB, oTBeTcTBeHHBIX 32 pazsutue HMCH. Knaccudukanuss HMCH Beiaensier 6
TUMOB, Kb U3 KOTOpPbIX BKIOYaeT oT 4 1o 10 moarunos. Knunudeckas rereporennocts HMCH
00yCIIaBIUBAET U PEIKUE CUMIITOMBI, KOTOPBIE 3aTPYAHSIOT IUarHOCTUKY Y AETEH.

Heas. Onucath kiIuHUYECKUi ciy4ail panHero ae6iota HMCH c mocnegyrommm pa3BUTHEM
JNEeMHUENIMHU3UPYIOIIEeN 0pTalbMONaTHH.

Marepuansl n Meroabl. [lanuent A., 8 ser, npuOblT Ha KOHCy/IbTalMIO B PecnyOnnkanckuit
IlenTp HacnmeACTBEHHBIX HEPBHO-MBINIEYHBIX 3aboneBaHuil. M3 aHamHesa: crnabocTh B HOrax u
HapylieHne koopauHauuu ¢ 1 roma 10 Mecsues, yepe3 7 nHel nocne BakuuHanuu «lleHTakcumy».
OO6cnenoBan B MHGEKIMOHHOW OOJBHUIE, AMAarHO3: AKCOHaJIbHAs IOAOCTpas IOJIMHEUpONAaTHus.
Tepanuu (crepouabl W Jp.) C MOJOXKHUTEIBHON TUHAMUKOH, HpHOOpETeHHE HOBBIX MOTOPHBIX
HaBBIKOB.

Pe3yabTaThl. B Bo3zpacte 3 neT mosiBUICS TpEMOpP PyK M TPYAHOCTH pa3rHOaHMs NalbLEB PYK.
MPT C1-L3 BbIsIBI€HO paBHOMEPHOE HAKOIJIEHWE KOHTPACTHOTO BEIIECTBA KOpEIIKaMH CIHUHHOIO
mosra. Cmywall paccmartpuBancss kak BapuanT TedeHus XBJIII. Hasnauena Ttepamnus
METUJIIPETHU30JIOHOM C TOJOKUTEIbHON NUHAMHKOHM, Ha MoBTOpHOM MPT CI1-S2 ¢ KoHTpacTHBIM
YCUJIEHUEM IPU3HAKOB HAKOIUIEHUS KOHTpAcTa HE BBIABICHO. ['€HETHUECKH aHAIW3 BBISIBUII paHee
OMMCAHHYIO T€TEPO3UTOTHYIO0 MyTaluio B 7 3k30He reHa MFN2 (chrl1:12059066G>A, rs879253777),
NpUBOJSAIIAs K 3aMEHE aMHHOKHUCIOTHI B 244 mosuiuu Oenka (p.Val244Met, NM_001127660.1).
Myrtanus onucaHa B reTepo3urotHoil popme y namueHTtoB ¢ Oonesnpio lllapko — Mapu — Tyra.
Cembst n0OOCnEIOBaHa METOAOM cekBeHupoBaHus 1o Courepy. B Bospacte 5 ner ormeueHo
YXY/IICHAE ¢ HapacTaHUEM CIab0CTH U Pe3KOT0 CHIKEHHUsSI OCTPOTHI 3peHust oboux ria3 (Vis OD/OS=
0,06/0,05), muarHo3: J[IBycTopoHHssi onTukoHeWpomatus. C 6 Jer oTpuIaTenbHas TUHAMUKA:
IPOrPECCUPYIOT AepOopMaIiK CTOI, 3HAUYUTEIHHO BOBJIEKAIOTCS B IIPOLIECC PYKH.

3akiaroyenue. BolsiBIeHHas IO pe3yjibTaTaM TIE€HETHMYECKOIO MCCIENOBaHUS MyTalus TeHa
MFN2 no3Bosisier otHecTH AaHHbIM ciydad B HMCH 2A tuna. KimHudeckuil ciiydail oTpakaeT
BapuabenbHocTh TeueHust HMCH, TpynHocTi nuddepeHnmnanbHoi JUarHOCTUKY KaK BHYTPU TPYIIIIBI
HMCH, tak u ¢ IpyruMu HEpBHO-MBIIICYHBIMH 3a00JICBAaHUSIMH, YTO TOTYEPKUBACT HEOOXOIUMOCTh
pacupeHus 3HaHUK B 3TOM 00JacTu.
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JTUCCEKIINA OBEUX IO3BOHOYHBIX APTEPUI C ®OPMMPOBAHUEM
UH®PAPKTA B BEPTEBPAJIbHO-BA3ZWJISIPHOM BACCEMHE. KJIMHUYECKU
CJIYUYAH

1 2
3enennoBa B.B.", 3eqennon /1.C.

'oIrF0yY BO «Canxm-Ilemepbypeckuii 2ocyoapcmeeHublil neOuampuieckutl MeOUyuHCKull
yuugepcumemy, Canxm-Ilemepoype
2QI'BY «HayuonanvHwlil MeOuyurcKuil ucciedosamensckull yeump um. B.A. Anmazosa»
Munzopasa Poccuu, Cankxm-Ilemepbype

BBenenue. B o0mieil crpykType WHCYNbTOB uiieMuueckuii wHCYIbT (M) B BepreOpasibHO-
6asmsipuom Oacceitne (BBb) mocturaer 20-25% cnywaeB. M3omupoBaHHble HH(DAPKTH MO3XKEUKa
(UM) coctasmsitot 2—-3% ot Bcex MU ronosHoro mo3ra u o 10% ot Bcex U B BBB. (Bogousslavsky
et al. 1988; Amarenco 1991; Tohgi et al. 1993; Amarenco et al. 1994). Cpenu HemocpeaCTBEHHBIX
npuurH MM BBIIENSIOT OKKIIIO3UIO MO3BOHOYHOW apTepUU B IOJOBUHE BCEX CIIY4aeB, OKKIIFO3MIO
OCHOBHOW apTEpPUU B OJHOM YETBEPTH CIYYA€B M OKKJIO3UIO apTEPUN MO3KE€UKa B OAHOM ISATOU U3
BCEX cllydaeB. Y mnanueHToB Mojoxe 60 ser ¢ MMM Hepenko BBISABISIOT HHTpPaKpaHUAIbHYIO
JUcceKuIo no3BoHouHoM aprepun. (B.U. I'yzeBa, M.JI. UyxnoBuna, M.A. PazymoBckuii, 1999).

Kaunnuyeckoe Hadaonenne. B MapunHckyio OOJIBHUIY B SKCTPEHHOM MOPSAKE MOCTYIUI
MOJIOZION MyKuuHa B Bo3pacte 31 roa c xajiobaMu Ha HapylIEHHWE pedM, 3aTPyAHEHUE IJIOTaHUS U
BBIpQXXEHHYIO 0OJIb B 3aThUIOYHOW W IIelHO# oOnactu. [lpu cOope aHamHe3a YCTaHOBJIEHO, YTO
NAlUMEHT B MOMEHT I[OSBJICHUS CUMITOMATUKU BEJI MAIIUHY; TpPaBMaTHYECKHE IOBPEXKICHUS,
XpOHUYECKHe 3a00JIeBaHMs, MOABEMBbl apPTEPUAIBHOrO JdaBlieHUs oTpunaer. KiuHudeckuii u
OMOXMMHYECKUH aHalnu3 KpoBU — 0€3 H3MEHEHHWil, B KOaryJlorpaMMe€ HECKOJIbKO IIOBBIILIEHBI
3HaueHuss MHO u nporpomOunoBoro BpemeHu. [Ipum mpoBeneHUM AYIUIEKCHOTO CKaHUPOBAHUS
COCY/IOB TOJIOBbI M II€M BBISBIIEHA CBEPIIMBILASACSA JIOKaJIbHAs JUCCEKIUS IMPaBOM MO3BOHOYHOU
(TIITITA) n neBoit mo3BonouHoil aprepun (JIITA) ¢ ¢dopmupoBaHuEeM JOKaTbHBIX WHTPaMypalbHBIX
rematoMm, 1o naHHbM HedpoBuszyanusauuun (MCKT romoBHoro mosra) — 0e€3 HaTOJIOTMYECKHX
n3MeHeHuH. [lanmeHTty BbINOIHsETCS 1epeOpaibHas aHruorpadus: Mpu CeleKTUBHOW aHruorpaduu
JIITA omnpenensroTcsi HEPOBHOCTH KOHTYPOB Ha BCEM MNPOTSDKEHUMH, Npu aHruorpadpum IITTA —
HEPOBHOCTh KOHTYpOB B cermeHTax V1-V2 u muccekmus I1ITA B cermente V2 10 CyOOKKITIO3HH; B
cpouHOoM Topsiike TpoBereHo cTeHTupoBanue JIIIA. Tlocie Xupyprudeckoro BMeENIaTENbCTBA IO
pesynprataMm MCKT romnosHoro mosra KT-kapTuHa HIIEMHYECKOrOo MHCYJIbTA B JIEBOM IOJIyIIApUU
MoO3kKeuka. B HeBpoJIornueckom craTyce Ipu OCMOTpPE OTMeYaeTcsl Au3apTpus, Aucdarus, TuchoHus,
cunapoM ['opHepa cieBa, 1€BOCTOPOHHSS aTaKCHSL.

[To pesynpTaTam JeudeHUs y NallMeHTa 3HAYUTENbHAs TOJOXKUTENbHAs JWHAMUKA, MHUTAHUE
CaMOCTOSITENIbHOE, perpecc aTakCuM U cuHapoMa ['opHepa, manueHT ce0s MOJIHOCThIO 00CITYKUBAET.

3akarouenue. [lpu momo3peHHMM Ha OCTpOe HapylIeHHE MO3rOBOIO KPOBOOOpAlEHUs Yy
MOJIOZIBIX JIFOJIEH CJEeNyeT HMCKIIYaTh JUCCEKLHUI0 COCyNOB. TakTuka JIe4eHHs B TaKHUX CIIydasx
BKJIIOYAET AHTUKOATYJISIHTHYIO, HEUpONPOTEKTHUBHYIO TEpamnuio, IMpH HEOOXOIAWMOCTH —
XUPYPru4ecKoe BMEIIATENbCTBO.

APTEPUOBEHO3HBIE MAJIb®OPMAIIUH 3ATHEH YEPEITHOM SIMKH
3esieHIOB I[.C.l, 3eaenuosa B.B.2

Y\®I'BY «Hayuonansnwiii meouyurckuil ucciedosamensexuii yeump um. B.A. Animaszoea» Mumnzopasa
Poccuu, Canxm-Ilemepoype
2@I'BOY BO «Canxm-ITemep6ypeckuii 20¢y0apcmeeHtblil neOuampuyeckuti MeOuyuHCKull
yuugepcumemy, Cankm-Ilemepbype

AKTYyaJIbHOCTh Tpo0JieMbl. ApTepuoBeHO3HbIe Manbpopmanuu (ABM) ronoBHOro mosra
SIBJITFOTCSI OTHOCUTENFHO HEYACTO BCTPEYAIOIICHCS HO30JIOTMYecKoi (hopMoili, criocoOHOM, OgHAKO,
BBI3BIBATh TSDKENBbIC HEBpoJiormueckue pacctporictBa U cmepth (Ilappeno B.E., Ceucrtor /[I.B.,
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Omuasa ULII. wu np., 2014). ABM mnpencraBisitoT U3 ce0si aHTHOMBI, COCTOSIIIME M3 CIUICTEHUH
U3MEHEHHBIX COCYJOB, (OPMHPYIOIIMUX MaTOJOTUYECKUE COCAMHEHUS MEXIy apTepHalbHON U
BEHO3HOM cucremamu. Yacrora BcTpeuaemoctu ABM B monynsuuum cocrasnser 1,34 na 100000
YeJIOBEK, B COOTHOLICHHMM MYXUMH M >keHUuMH 1,1:1 ¢ HekoTopelM mpeoOiiajaHueM MY>KUUH
(Wextman O.J1., Mapsimme C.A., DOnuaa L. u ap., 2015). ABM 3agneit yepenHoi sIMKU
coctaBisitoT 8—12% ot Bcex ABM romnoBuoro mosra ([lanunos B.M., 2005). Ilo teuenuro ABM
MO’KHO BBIJIENNTH 2 THNA. ['emopparuueckuil Tun — Berpedaercs B 50-70% ciydaes. g atoro tuna
XapaKTepHO Hajguuue Yy OOJBHOTO apTepualbHOM TUIMEPTEH3UHM, HEOOJBIION pa3Mmep y3ia
ManbpopMaIy, APEeHaX ee B IIyOOKHe BEHBI, a TakkKe Malb(opmamuu 3agHEH YeperHO SMKH.
[TepBoe nposiBiieHne 3a001€BaHNsI — pa3pblB AHEBPU3MbL. TOPIUAHBIN TUI XapaKTepeH AJisi OOJIbHBIX
¢ ABM 6onbiux pa3MepoB, JOKaJIH3alKuel ee B Kope, KpOBOCHA0KEHNEM BETBAMU CPEIHEH MO3TOBOM
aprepu. Yacto NposBISETCS CYAOPOXKHBIM CHUHAPOMOM (y 26—67% OO0JbHBIX), KIacTepHBIMU
TOJIOBHBIMU OOJISIMH, TMPOTPECCUPYIOIIMM HEBPOJOTMUYECKUM JIEe(DUIIUTOM, KaK W MPHU OMYXOJIX
ronoHoro mo3ra. (Kynakosa A.M., Jlutsunos H.U., Kanenosa E.W. u np., 2010).

Onucanue Haomoaenusi. B ®I'bY «HMUII um. B.A. AnmazoBay Habmtomgaercs marmueHt 1., 42
JeT ¢ JAMarHo3oM: ApPTEepUOBEHO3Hass Maib(popMalis YepBsS MO3KEUYKa, TeMOpPPAruvyecKuil THUIl
tedeHus. COCTOSIHUE TMOCcTe SMOONIM3aluU apTePUOBEHO3HON Malib(opManuu ructoakpmiom ot 2011
r. [locnennss rocnutanu3anus CBsA3aHA C MOSBICHUEM TOJIOBOKPY)KEHHS MPH MOBOPOTaX T'OJIOBHI B
10JI0’KeHUU Jexa. HeBposoruueckuii cratyc: co3HaHue sicHoe. OpUeHTHpPOBaH MpaBUibHO. PedueBbie
HapYIICHUsS OTCYTCTBYIOT. 3pauku D=S. Peakuus 3padykoB Ha cBeT coxpaHeHa. ['nmasnbie menu D=S.
[onst 3peHust He HapylIeHbl. J|BHKEHHS TTIA3HBIX sI0JIOK HE orpaHuyeHbl. KOHBEpPreHIms coXpaHeHa.
Hucrarma Her.

JlnueBas myckynarypa cummerpuyHa. /u3aptpuun Her. S3bIK Mo cpeaHed JUHUU. MBIIEYHbII
TOHYC HE M3MEHEH. MpbllleuHasi cujia B KOHEUYHOCTAX coxpaHeHa. [loBepxHocTHbie pediexcsl D=S,
xuBble.  lloBepxHOCTHasT ~ 4YyBCTBUTEJIBHOCTH  HE  HapymeHa. [lanbue-HocoBas — mpoba
ynoBieTBopuTenbHas. [IsaTouHo-koneHHas npoba ynosneTBopurenabHas. B nmose Pombepra ycroituus.
@DYHKIMM Ta30BbIX OPraHOB HE HapylIeHbl. BrInoaHeHa cenexkTuBHas 1epedpanbHas anruorpagus. Ha
BepTeOpasIbHOM aHrHorpaduu clieBa U ClipaBa — apTePUOBEHO3HAsl Malb(pOpMalns YepBs MO3KEUKa,
3amnojiHseMas U3 JIeBOW BEpXHEH MO3KEUKOBOW apTepuH, 00euX 3aJHUX HUKHUX MO3KEUKOBBIX
apTepuil U UMEIoLIasi KOPOTKHUE IPEHAKHBIE BEHBI B BEHO3HBIN CTOK. Y UUTHIBAsi OTCYTCTBHE OYaroBON
HEBPOJIOTUYECKONH CHUMIITOMAaTHKU U CTaOMJIbHOE COCTOSIHUE IAllMEHTa, 3alVIaHWpOBaHA MOBTOpPHAs
ru1aHoBas sMoonuzanus ABM uepBst Mo3keuka.

Oocy:xnenne. boiasabie ¢ ABM rojgoBHOro Mo3ra ¢ TOUYKM 3pEHMs] XUPYPruuecKoro JEUeHUs U
€ro PHCKOB MPEACTaBIAIOT COOON JTOCTaTOYHO HEOJHOPOJHYIO rpynmy. JleueOHas TakTUKa y TaKUX
NAlMEHTOB TPAJWLMOHHO OINpEAENseTcs HCXOAS M3 COOTHOILIEHHS] CTENEHU pHUCKA CIIOHTAaHHOIO
TedeHus 3a0oJeBaHMs (B MEPBYIO OUYepe/lb — PUCKa KPOBOTEUEHHS) M PUCKA OCIOXKHEHUH JIeUeOHbIX
Meponpustuil. st oneHkn pucka jedenuss ABM xopoio 3apexkomenaoBana cedst mkana Spetzler-
Martin.

3akaiouyenue. B mocrienHee aecsATUiieTHE CYUIECTBEHHOE YCOBEPIIEHCTBOBAHUE IpETEprenu
METO/bl XUPYPTUYECKOro JieueHus: 00ibHBIX ABM, BO3MOXXHOCTH BHYTPUCOCYIUCTOH OKKIIHO3UU
Manbpopmaluii, nocTynHocTh panuoxupypruu. Jleuenue ABM ocraercs ciokHOM 3ajaueit
COCYIIUCTON HEHpOXUpypruu, TpeOyromei KOMIUIEKCHOTO TOJX0Aa MYJIbTHIMCIMILTMHAPHON
KOMaH/Ibl CHEIHaMCTOB, BKIIOYAIOIIEH HEHPOXUPYPIoOB, PaloJIOroB, HEBPOJIOTOB, aHECTE3UOJIOTOB,
peabmiuTosnoroB. Pemenne o TakTHke JeueHHs OoibHBIX ¢ ABM romoBHOro mosra ciemyet
NPUHUMATh MHJIWBUYaJbHO B KaXKIOM Cllyyae, OCHOBBIBASCh HAa HAKOIJIEHHOM B KJIMHUKE ONBITE U
uMeromuxcsa TexHuuecknux Bo3MokHocTax (Illexrman O.[., Mapsmes C.A., Dmuasa HLII. u ap.,
2015).
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NPUMEHSEMAS TPU JOKJIMHUYECKOM UCCJIEJJOBAHUU
MMPOTUBOOITYXOJIEBBIX IPENAPATOB KPBICUHAS IJTAOMA-C6 U EE
®OTOIUATHOCTUKA U ®OTOAUHAMUYECKAS TEPAIIUS
UHTPAKPAHUAJIBHOM U NOJKOKHOM MOJEJIEN

MuxaiiiioBa H.B.l, Kocsikosa I'.IL. * 2, Hogak B.I[.1

1Hep6bn7 Canxm-Ilemepoypeckuil 20cy0apcmeenHvli MeOUYUHCKUL YHUBepCUumem
um. Axao. U.11. Ilasnosa
2 Unemumym skenepumenmantHoi MeouyuHbol
Canxkm-Ilemepbype, Poccus

Heas. B nmocneanue ronst @T (boronnHammueckas Tepamusi) Bce IIUPE HCIIOIB3YETCs MPHU
JIeYeHUH TIIMoM. B Hactosiiee BpeMs 3amadeii uccnenoBannii, kacaromuxcsa OJT, seuasercs moadop
JI03MPOBOK (POTOCEHCHOMIN3AaTOpa U XapaKTEPUCTHK BO3JCHCTBYIOIIErO JIA3€pPHOTO M3IydeHus. s
JOCTHKEHHUS DTOM LENHM aKTyaJlbHO MMEThb aJeKBAaTHYK0 Mojenb Imombl. Kpeicunas riomoma C6
IPOJEMOHCTPUPOBAJIa CHOCOOHOCTh K MHTPAKPAHUAIIBHOMY U TIOJIKOKHOMY POCTY.

Marepuanbsl U MeToabl. B 1a00paTOpHBIX YCIOBHSX OCYILIECTBIEHO BBEIEHUE KIIETOK
KpbIcUHON Tiuombl juHUM C6 kpbicam smHuu Wistar maccoit 250-350 r. Y mepBoil rpymnms
KUBOTHBIX OIyXOJIb ObLIa MpPHUBHUTA IOJKOKHO B JaTepajbHyr oOsiacTh mnpaBoro oOenpa (1 muiH.
KJIETOK), y BTOpoH — cyOmypambHO (500 ThIC. KIIETOK) B TMPOEKIHWH TEMEHHOH JOJM IPaBOTO
nonymapus. B nanpHelieM >KMBOTHBIM 0O0€UX IpyMNIl MPOBOJMIUCH CEaHChl (POTOAMATHOCTHKH C
nomoteio porocencubmmuzatopa («Pagaxmopun»; OO0 «PAJJIA-DAPMA», Poccust; 1 wmr/kr) u
(IIF0OPECIEHTHOr0 OpraHockona U (oToAMHAMUYECKON Tepanuu (IOJyINpPOBOJHUKOBBIN JIa3€pHBIH
anmapar Anon-01; «Ankom menuka», Poccus; jumHa BONHBI 662 HM), C TMOCIEAYIOIIEH OICHKON
s¢dexra Gorobnuunnra. B xoze wucciieoBaHus NPOBOAMIIACH PETUCTpAlMs Pa3MEpPOB OIMYXOJIEH.
[Tocne 3aBepiieHUs] PKCHEPUMEHTa OCYHIECTBIEHO T'MCTOJIOTMYECKOE MCCIIE0BAHUE U PETUCTPALIUS
pasMepoB omnyxosed. lcnonb3oBain CyCHEH3UIO KIETOK KpbicMHOM rimomsl C6. IIpoTtokon
doroauHamMuueckoil tepanuu: Pexxum nazupoBaHus — 662 HM, cymmapHas dHeprus 25 Jlx/em?,
9KCHo3ulus 2 MHH, (OTOCEHCHOMIM3aTOp — pagaxiopuH, 1 wmr/kr, B/B. BBeaeHue cycneH3uu
OMYXOJIEBBIX KJIETOK CYOJIypajlbHO B TPOEKIUIO JIEBOM TeMEHHOW nonu u udepe3 10-12 gHeit —
BHYTPUBEHHOE BBEJEHUE paJaxJIOPUHA, JAMArHOCTUKA B TEYEHHE 3 4YacoB TIIOCIE€ BBEICHUS
¢doroceHcuOuIM3aTOpA.

Pesynbrarel m oOcy:kaeHMe. ['MCTOIIOTMYECKOE HCCIIENOBAaHME MOATBEPXKIAET HaIM4Ue
OIyXOJIEBOIO Ipoliecca, OTBeYaromlero KpurepusM riMoMbl C6. XapakTepHble MPU3HAKU
3]I0KQUECTBEHHOT0 pocTa Ooyiee BBIpAXEHbBl B HHTPaKpaHUAIbHOW Mojenu. PesynbraThl
($OTOAMArHOCTUKH CBUAETENBCTBYIOT 00 OTCYTCTBUM 3HAUMMOM pa3HMIIBI MEX]y TaHHBIMU TPYIIaMU.
['ucronornueckoe 3akmodenne (o DJAT). B HOBOOOpa3oBaHHBIX TKAHEBBIX Maccax — CIIOM
auMouMuTapHOH WHOWIBTPALUM, MEJKUX Mponudepupyomux cocynoB. Onyxons auddysHoro
CTPOEHHUSI U3 OKPYIJIBIX M BBITSHYTBHIX KJIETOK C OKPYTJIBIMH MOJUMOP(GHBIMU SAPAMH, OTMEYaeTCs
THIIEPXPOMATO3 sijiep. BoisBiseTcs 60JIbIIOe KOJINYECTBO MUTO30B, B TOM YHCIIEC ATOJOTHYeCKHX (4—6
¢uryp B mosie 3peHus). YacTb KJIETOK HAXOJUTCS B COCTOSHHUHU amonTo3a ¢ (OpMHUPOBAHUEM
anontoTuueckux Tenel. KneTku oOpa3yroT Mydykd W MHUKCOMAaTO3HbIE CTPYKTypbl. MMeroT mecto
OOIIMpHBIE MOJIS HEKPO30B JIaHJKapTooOpa3Hoil ¢opmbl. Cpean HEKPO30B OINPENENIOTCS OCTPOBKHU
NEpPUBACKYJISIPHOTO pPa3pacTaHusl OIMYyXOJEBBIX KJIETOK. OMNyXoJib yMEPEHHO BacKyJIspU3UpOBaHA
MEJIKUMHU COCYJlaMM, B YacTH KOTOPBIX HaOirogaercs mponudepanus sHporenus. ['ucroigoruueckoe
saxmoueHue (mocie @OJIT). Ormeuaercsi yMeHbIIEHHE OIYXOJIEBOTO Y3Ja Ha IOBEPXHOCTH,
oOpalleHHOM K TBepAOil MO3roBoil 000704YKe, — MaccuBHble HEKpo3bl. Cocynbl OIMyXo0Ju
MOJIHOKPOBHBI, CTEHKA MEJKUX Mepudepruueckux KanuuiIpoB MOBpEXIeHa. BUIHBI MHOXECTBEHHbBIE
ouyarn KpoBoM3nusHMH. Ompeznensercs  3HAUMTENbHAs  I[IEPUBACKYJIsIpHAs  JIEHKOLUTapHas
(mpeumMyIieCTBEHHO HeWTpoduiabHas) nHGUIbTpaIusi. B meHTpe y3ma — TrucToiorndeckas KapTHHa
TJINOMBI.
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BoiBoabl. VHTpakpaHuanbHass MOJENb: HMEIOT MECTO OOIIMpPHBIE TOJS  HEKPO30B
JaHaKapTooOpa3Hoi (hopMbl. MakcuManbHasi NPUOIMKEHHOCTh K pealibHbIM YCIIOBHs. Bo3MOXKHOCTH
HanOonee OOBEKTHBHOM TPAKTOBKM JaHHBIX. HemoctaTku MoJenu: JUIMTENBHOE  BpeMs
UMIUIAaHTALUHU; HEBO3MOKHOCTh TOYHOHN OLIEHKH pa3MepoB ONYXOJH 0e3 JONOJHHUTEIbHBIX (OpOrux)
YCTPOMCTB; TEXHUYECKH CIIOKHEE MPOBOJIUTH IKCIIEPUMEHTHI; BHICOKUN PUCK THOEIH KUBOTHOTO MIPU
HEa/ICKBaTHBIX MAHUITYJIALHAAX.

[TonkoxHass MoOAENb. MECTHOE MHUKPOOKPYKEHHE, OTJIMYAOIIEEeCs OT MUKPOOKpyxkeHus B [I'M;
CJIO)KHOCTb OOBEKTUBHOM TPAaKTOBKHU JIaHHBIX. JJOCTOMHCTBA: MPOCTOTA METOJUKHU; MEHBLINE 3aTPaThl
BPEMEHHU; BO3MOXHOCTh TOYHOHN OLICHKU Pa3MEPOB OIYXOJH; JIEr4e MPOBOAUTH IKCIIEPUMEHTAIBHBIE
UCCIIEI0BaHMSl; MUHUMAJIbHBIN PUCK TMOEIIHN JKUBOTHOTO.

PesynbraTel (QprmioOpecieHTHOW M THCTOJIOTUYECKON JHArHOCTHKU YOEIUTENbHO CBUICTEIBCTBYIOT O
pOCTE TIIMOMBI B MECTAX MMIUIAHTALMU OITYXOJIEBBIX KJIETOK; BEPOSITHOCTH PA3BUTHUS OIYXOJIH IIPU
CyOnypanbHON MMIUTAHTAlMM BBIIIE, YeM TaKOBas NPU TOJKOKHOM HMIUIAHTALIMHU; OIPEICIICHBI
IPEeUMYyIIeCTBa U HEIOCTAaTKU JaHHBIX Mojesed; 0o0e Mojenu KpblIcMHOM riuoMbel C6 MOryT ObITh
WCIIOJIB30BaHbI B 3aBUCUMOCTH OT IIOCTABJICHHBIX YCIOBUH U 33]1a4 UCCIICIOBAHUS.

OIIEHKA XUMHUYECKOU MYTATEHHOCTH HEUPOIIENITUIOB B CUCTEME
IMPOI'PAMMBI QSAR

Kocsaxoga I'.Il., Pomanenxo /1.C., IHansanun I1.B.

HUUDM, CIIXDY
Canxkm-Ilemepbype, Poccus

Hean. TpaauimoHHBII TyTh TOMCKA JIEKAPCTBEHHBIX BEIIECTB B XX BEKE 3aKJIFOYAJICS B CHHTE3€
caMbIX pa3HOOOpa3HBIX TUIIOB OPraHUYECKUX COCAMHEHHH M MX TECTUPOBAHMM HA Pa3IUYHbIC BHUJIbI
AaKTUBHOCTH. BBIIM CHHTE3MpOBaHBl W MPOTECTHUPOBAHBI COTHHU ThICSIY BEUIECTB. TpPYyIOEMKOCTb U
JUIUTENIBHOCTh ATOTO Tpoliecca 3acTaBisla YUeHBIX 3aJyMbIBaTbCs HaJl pa3pabOTKON TEOPETHYECKUX
OCHOB T[IOMCKa JIEKapCTB, TIJIaBHBIM o0Opa3oM — HaJ MpoOJeMOoN OrpaHHMYEHUs KOJUYECTBa
CHUHTE3UPYEMBIX COECIMHEHUMN.

Marepnan u meroabl. AOGOpeBuarypa QSAR mnpoucxonut ot anriaumiickoro Quantitative
Structure Activity Relationships, 4ro B mepeBoae Ha pycckuil s3Ik 0003HauyaeT KonndectBeHHOE
CootHomenne CTpyKTypa-AKTUBHOCTh (II0O3TOMY MHOTJIa B PYCCKOSI3bIUHOM JIUTEpaType UCHOJIb3YIOT
cokpamienue KCCA). Merononorus QSAR paGoraer cienyroummm o0pa3oM: CHavajga TpyHILy
COCIMHEHUI C M3BECTHOM CTPYKTYpOH — B HAIlleM CJIy4ae 3TO OJIMTONENTHUIBL. ITO OPEKCUHBI C
U3BECTHBIMU 3HAYEHUSMH (PU3HOJIOIMYECKONH AaKTUBHOCTH (TOJIYYEHHBIMH W3 HKCHEPUMEHTa IO
OJINTOTIENTHAAM) JICIWIIA Ha JIBE YaCTH: ONBITHBIA M KOHTPOJIbHBIA TECTOBBIM Habop. B aTux Habopax
UQPBI, XapaKTEepU3YIOIIUe AaKTUBHOCTh, YK€ COOTHECEHbl C KOHKPETHOH cTpykTypoil. [lanee
BBIOHMPAIOTCS IECKPUIITOPHL. JleCKpUNITOp — MapameTp, XapaKTepU3yIOUINil CTPYKTYPY OpraHHYeCKOro
COEIMHEHUS OpeKCcMHAa A M OpekcuHa B, mpuyem Tak, 4yTO MOAMEYAIOTCS KAKUE-TO OINpEAEICHHBIE
O0COOEHHOCTH 3TOW CTPYKTYpHl. B mpHHIIMIIE, JECKPUIITOPOM MOKET SBJIATHCA JIFOO0E YHCII0, KOTOPOE
MOYKHO PACCUUTATh U3 CTPYKTYPHOH (POPMYJIbl, — MOJIEKYJISPHBIN BEC, YUCIIO ONPE/IEICHHBIX aTOMOB,
CBSI3€M WU TPYII, MOJIEKYJISAPHBIA 00bEM, YaCTUUHBIE 3apsi/ibl HA ATOMAX.

PesyabTaTrel M o0cyxnenme. Jlns mpenckazanus ¢usnonornuyeckoil aktuBHoctH B QSAR
OOBIYHO HCITOJIB30BATN CIEAYIOIINE TECKPUIITOPHI: AIEKTPOHHBIC dP(HEKTH (BIUSIN HAa WOHU3AIUIO
WIN TIOJSIPHOCTh COEMHEHHUs), CTEPUUYECKHEe OCOOCHHOCTH CTPYKTYpPHI (MIpajd Ba)KHYIO pOJb MpHU
OLICHKE TPOYHOCTH CBS3bIBAHUS OJIUTONENTHIA C MOJEKYJI0H-OMOMUIIEHbIO), JUNO(PHUILHOCTD
(crIOCOOHOCTH PacTBOPATHCS B KUPAX XapaKTepH3yeT CIOCOOHOCTh HEMpoIlenTHIa MpeooieBaTh
KJIeTOuHble MeMOpanbl). bonbmryto ponb B QSAR wumeroT Tak Has3blBaeMble TOIOJIOTMYECKHE
neckpunTopsl. Ha cremyiomeM »JTame CTPOMJIIM MaTeMaTHYECKyl 3aBUCHUMOCTH (Moadupanu
MaTeMaTHYeCKOE€ YpPaBHEHHE) AaKTUBHOCTU OT BBIOPAHHBIX JECKPUNTOPOB MJIsi COEOUHEHUH U3
TpEeHHUpPOBOYHOTO (0Oyyaromiero) Habopa — M B UTOre MOIY4aloT Tak Ha3biBaeMoe QSAR-ypaBHeHHe.
JUisd aHanu3a B3aMMOCBSI3€H MEXAY AaKTMBHOCTBIO M CTPYKTYpOM HambOosiee NPUMEHUMBIMU U
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HA/ICKHBIMH CUHUTAIOTCSI METOBI, 0a3uUpYyIOIIMECs HA SKCIEPTHOW OLIEHKE, KOTOpas CpaBHUBACT U
KaTeropu3upyeT CTPYKTYpbl HOBBIX COCAMHEHHMI B COOTBETCTBMM C MH(OpManuen, U3BIeKaeMoi U3
Oompmolr 0a3pl gaHHBIX. Takumu Hambonee wu3BecTHBIMU nporpammamu sBisiiores CASE,
MULTICASE, META, QSAR TOOLBOX.

Metoast QSAR anamm3a. Eciu roBoputh 0 QSAR kak 0 COBOKYNMHOCTH NIPAaKTUK, TO BCE
metonpl QSAR-ananuza MOXHO pasJenuTh Ha JBe OOJbLINE TPYMHIbl, KOTOPHIE 3aBHUCIT OT
UCIIOJIB3YEMOr0 IpejAcTaBieHusl CTpykTyp. llepBas rpynna Xapakrepusyercs HCIOJIb30BAHUEM
TPEXMEpPHOW MOJENU CTPYKTYPbl, TO €CThb Ha JaHHbIE HEMOCPEICTBEHHO O MPOCTPAHCTBEHHOM
pacrojoKEHUU aToMOB. BTopyio rpynmy, KOTOPYIO €Il€ Ha3bIBalOT TOIOJOTMYECKOW, COCTABIISIOT
METO/Ibl, OCHOBAaHHbIE Ha CTPYKTYpHOH ¢opMylie BellecTB, KOTOpas JaeT MH(OpMAlMIO O TUIax
aTOMOB U CBSI3SIX MEXy HUMH, IPHUYEM KaK JJIsl CBS3€H, TaK U JUII CAMHX aTOMOB MOTYT OBITh 3aJIaHbI
JOTIOTHUTENIbHBIE  (JIOKaJbHBIE) CTEPEOXMMUYECKHE U PA3IUYHOrO pojia (HU3UKO-XUMUYECKHE
XapakTepucTUKU. KiaccuueckuM MeETOJIOM IIOCTPOEHHUs TPEXMEPHBIX (CeHdac YeTbIPEXMEPHBIX)
QSAR-geckpunTopoB MOKHO Ha3BaTh MOJXOJ CPaBHUTEIBHOTO aHalK3a MOJEKYJISIPHOro mois (c
anrmiickoro COMFA — Comparative Molecular Field Analysis), coznarenem KOTOpPOro sBIsieTCS
Kpamep. Mol nonbitanucek paccuntath B QSAR opekcunbl A u B, KoTOpble — MpencTaBiIsioT co0on
OJIUTOIENTHUABI; B opekcuHe A — 33, a B opekcuHe B — 28 aMUHOKHUCIIOTHBIX OCTATKOB. Y OpEeKCHHA
A cBepHyTas (merieoOpa3Hasl) TMPOCTPAHCTBEHHas  CTPYKTypa, KOTOpas  YAEpKUBACTCS
mucynbGuIHBIMA MocTukaMu. OpekcuH B umeer nuHeliHy0 cTpykTypy. O0a mentuma o0pasyrorcs B
OpraHu3Me B pe3yibTaTe pAacLICIUICHUS OJHOro OeNKa-MpeAlIeCTBEHHUKA, MPENPOrHIOKpeTHHA.
OnpITHBIM MyTEM ObUIO YCTAHOBJIEHO, YTO OJOKHPOBAaHUE JEUCTBUS TOPMOHA OPEKCHHA B TOM 4acTu
MO3ra, KOTOpasi OTBEYaeT 3a PeXHM CHAa U OOJPCTBOBAHMS, MpUEMa MHINU, a TaKXKe 3a AMOLUU U
CEKCYaIIbHYI0 aKTUBHOCTB, 3aCTaBIISICT YCHYTh HE TOJIBKO KPBIC U COOAK, Ha KOTOPBIX MPOBOMIUCH
9KCIIEPUMEHTHI, HO M YeJoBeKa. AHTarOHHCT, KOTOPBIN MpeaHa3HaueH AJisi OJOKHpPOBAHUS JCHCTBUS
OpPEKCHHA, TOMOKET JIOSM, HE OUE€Hb XOPOILO NEPEHOCSIINM JJIUTENbHbIN IpUeM OOBIYHBIX CPEJCTB
0T OECCOHHUIIBI.

BeiBoabl. Mbl nocrapanuch npuMeHHTh Metoaonoruio QSAR. DTu neckpunTopsl HaXOIAT
IIPUMEHEHNE B NPUKIAIHBIX KOMMEPUECKHUX HCCIENOBAaHUAX, T.K. MeTod QSAR mo3Bossier, numes B
pachopsKeHHMH COBCEM HEOOJIbIIOE KOJMYECTBO XHUMHUYECKHX COEAMHEHUH C OJUTONENTHIHOM
U3BECTHOM aKTUBHOCTBIO, MPEACKa3aTh HEOOXOAUMYIO CTPYKTYpYy (MJIM yKa3aTh HampaBiIeHHUS AJS
Mo (UKAIMK) U TEM CaAMbIM PE3KO OTPaHUUYUTh KPYT MOUCKOB.

NHO®OPMAIIMOHHBIE TEXHOJIOI'MX B N3YUEHUH HEPBHOW CUCTEMBI
NETEN

KocakoBa F.H.l, Bboasko O.B.z, M ansinun I1.B.2
1HHH9M 2CHX@Y, Canxm-Ilemepbype, Poccus

Heasb. Biusnue snekrponeiipomuorpaguu, siaekTposHuedanorpaduu, KOMIbIOTEPHOU
TomMorpaduu 1 HGOPMAIIMOHHBIX TEXHOJIOTHI B U3yYEeHUH HEPBHOM CUCTEMBI JETEH.

Marepuan M MeToabl. DleKTpoHEeHpomuorpadus — 5TO HamNpaBIEHUS HCCIEIOBaHUA: C
MOMOIIbIO BBEJACHHBIX B MBILIIY UTOJIbYATHIX 3JEKTPOAOB, yIaBIMBAIOMIMX KoJieOaHHs MOTEHIIMAIa B
OTJICIbHBIX MBIIIEYHBIX BOJIOKHAX WJIM B TPYIIE MBIIMIEYHBIX BOJOKOH, MHHEPBUPYEMBIX OJHHUM
MOTOHEHPOHOM; C TOMOUIBIO0 HAKOXKHBIX ATEKTPOJI0B — OTpa)kaeT MpoLecc BO30YXKASHUS MBIIIILIBI KaK
IIEJIOT0; CTUMYJISIIIMOHHAS 3JEKTpOMUOrpadus — TNpU HCKYCCTBEHHOM CTUMYJSIMM HEpBa MU
OpraHOB 4YYBCTB, 4YTO IIO3BOJIAET MCCIIEJIOBATh HEPBHO-MBIIICYHYIO Iepeaavy, peQeKTOPHYIO
JeSITeIbHOCTD, ONPEIENSeT CKOPOCTh MPOBEACHUS BO30YXKIEHHS MO HEPBY. DIEKTpOMHOIrpadus Kak
METOJl AMArHOCTUKM B MEAWILIMHE JETeW: BBIABJIECHHE YPOBHS IOPaKEHUS HEPBHO-MBIIIEYHOTO
anmapara (y4uTeiBasg (YHKIMOHAJIBHOE M CTPYKTYPHOE CTPOCHHE HEPBHO-MBIIICYHON CHUCTEMBI);
ONpENeIEHNe TONMKU TOpaXKeHHsT (MECTO TOpPaKEHWsI MBI M HEPBOB); ONpEICICHHE
pacnpoCTpaHEHHOCTH Ipoliecca (JIOKaIbHBIN, PacCIpOCTPaHEHHBIN, TEHEPAIN30BAaHHBIN); ONpEAEICHUS
XapakTepa NopakeHUs (HallpUMep: aKCOHAJIbHOE, AEMUEIIMHU3UPYIOIIEe, CMELIAaHHOE); OIpEe/ICHUE
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BBIPQKECHHOCTH TIOpPaXE€HUsA, AMHAMUKHM TIpouecca. IIporHozupoBaHMe IICMX03a KOMIIBIOTEPHOU
MPOTPaMMOi.

HeiipoBusyanpHoe MammHHOE OO0y4YEeHHE CIIOCOOHO Ha JIydllee MPOrHO3MPOBAHHE — JIaXe B
CIIOKHBIX KIMHUYECKUX ClIydasgxX — 4YeM OObIYHbIE crienuanucTbl. K TakoMy 3akiIIOUYeHUI0 MPUIIUIH
Koutsoulery N. et al, mpoananusupoBaB naHHbie 116 YeIOBEK C BBHICOKMM KJIMHUYECKAM PHUCKOM
(BKP) nnmu 120 yenoBek ¢ HemaBHUM nenpeccuBHBIM 3mu3onoM (HID) B msatu crpanax (Mcmanwus,
I'epmanust, @pannus, Mtanus) ¢ moOMOIIbI0 KIMHAYECKOTO, HEHPOBU3YAIbHOTO U KOMOMHHPOBAHHOTO
MAIIMHHOTO O0y4Y€eHUSs!, CPAaBHUB MOJIyYEHHOE C TPOrHO3UPOBAHUEM KUBBIX IKCIIEPTOB.

HccnenoBaTeny 3arpy3wsid B MPOrpamMMy JaHHBIE MO YMEHBIICHUIO 00beMa Ceporo BElIecTBa
(OCB) B MemuanpHO-IpepPOHTAIHHOW KOPE U YBEIMYCHUIO B JIOPCOJATEpATIbHONW TPEedPOHTATBLHOM
st nauuentoB ¢ BKP; nost rpynmer nanuentoB ¢ HID — 1o yMeHBIIEHUIO B MEUOTEMIIOPATILHON U
VBEJIMYEHUIO B  MpeppoHTaIbHO-IepucuibBuapHoil. becrmatHas mporpamma  NeuroMiner
(www.pronia.eu), 3amymenHas B 2009 romy, aHaIM3UpyeT TaKUEe HEOJHOPOIHBIC TaHHBIC, Kak
KIIMHUYECKHE U HEWPOKOTHUTHBHBIE OTYEThl, CTPYKTYpHble M HEWpOBHU3yaJbHbIC [OKA3aTENH,
reHeTH4ecKyro uHpopmanuio. [IporpamMma caMoCTOSITETHHO ONpPEAEIsieT COCOObI MpeaBapUTEIBHON
00paboTKu, GUIbTpAllMM W YBS3bIBAHUS MAHHBIX JUIS MOJYYeHHs] HauOoJiee TOYHBIX PE3yNIbTaTOB
nporHo3upoBanus. Diekrpodnnedanorpadus (O3) — pasnaen 371eKTPOPU3HONIOTHH, HU3YYAFOIIAN
3aKOHOMEPHOCTH CYMMAapHOUM 3JEKTPUUYECKON aKTMBHOCTH MO3ra, OTBOJMMOI C MOBEPXHOCTH KOXKHU
TOJIOBBI, a TAaKKe€ METOJ 3alHMCH TaKUX MOTEHIHaIoB ((popMUpOBaHUS 3IIEKTpOdHIEDATOrpamMm).
Taxxe DI — HeMHBa3UBHBIN METOJ HCCIIEIOBAaHUS (PYHKIIMOHAIBHOTO COCTOSIHUS T'OJIOBHOTO MO3Ta
IyTEM PETUCTpallUU €ro OuoldieKTpuueckoil axkTuBHOcTU. Mertoauka OOI': perucrpauus O30
MPOU3BOJIUTCS TMPHU IMOMOIIM dJeKTpodHIedanorpada uyepe3 crHenHuaibHble AJIEKTPoAbl (Hambosee
pacnpocTpaHEHHblE — MOCTUKOBBIE, YalIEeUKOBbIE M UTOJbyuaThie). B Hacrosiee Bpems yaile BCEro
UCIIONIB3YETCSI PACIONIOKEHUE IEKTPOAOB M0 MexIyHapoaHbIM cucteMaM «10-20%» unu «10-10%».
Kaxnpiit snexktpon noaximodeH K ycuwutento. st 3anucu D317 MOXKET MCTOIB30BaThCs OymMaskHast
JieHTa (3TO yCTapeBIINil BapHaHT, MHUPOKO mpuMeHseMblii Bo BpeMeHa CCCP u PO Bminoth 10 KOHIIA
2000-x TOOB) WM CUTHAI MOXKET MpeoOpa3zoBbiBaThCs ¢ moMomnsio AL u 3anmceiBaTees B (aiin Ha
KOMIIblOTepe (COBpeMeHHbIM BapuaHT). Haumbomnee pacmpocTpaHeHa 3amuch C  4YacTOTOM
muckperuzanuu 250 I'n. 3anuch NOTEHIMAIOB C KaKJ0TO AJIEKTPOAA OCYUIECTBIISETCS OTHOCUTEIBHO
HYJIEBOTO TMOTEHIMaNa pedepeHTa, 3a KOTOpBIM, Kak MpaBUIIO, MPUHUMAETCS MOYKa yxa WU
COCLIEBUJIHBIM OTPOCTOK BUCOYHOW KOCTH (processus mastoideus), pacnojoKE€HHBIH MOo3aau yxa u
COJIEpIKalIi 3alI0JTHEHHBIE BO3/1yXOM KOCTHBIE TIOJIOCTH.

KomnelorepHas Ttomorpagusi — MeTOJ Hepa3pyLIaloIlero IOCIOWHOIO HCCIeI0BaHUs
BHYTPEHHEI0 CTpOEHMsI Ipeamera, Obl1 npeioxked B 1972 rogy IN'ondpu XayHchunaom u AnnaHom
Kopmakom, ynocroeHHbIME 3a 3Ty pa3padotky HobeneBckoit mpemun. Meton ocHOBaH Ha U3MEPEHUUN
U CJIOXHOM KOMIBIOTEpHOH 00pabOTKE pa3HOCTH OCIA0JEHHs] PEHTI€HOBCKOIO H3JIy4eHUs
pa3IMYHBIMU 10 IUIOTHOCTH TKaHSAMHM. B Hacrosimiee Bpemsi PEHTI€HOBCKas KOMIIbIOTEpHas
ToMOTrpadust SBISIETCS OCHOBHBIM TOMOIpapUUECKUM METOJOM MCCIIEOBAHUS BHYTPEHHHX OpPraHOB
YyelloBeKa C HCIOJIb30BAHHUEM PEHTI€HOBCKOrO u3lyueHus. [IprMeHeHHe KOMIIbIOTEpHOM
KomnbrotepHast Tomorpagusi IMIHMPOKO HCIONb3YyeTCd B METUIMHE Ul HECKOJBKUX IIeJiei: Kak
CKPUHHUHTOBBIM TecT; JUIsl IUAarHOCTUKU IO AKCTPEHHBIM IOKa3aHUSIM; KOMIIbIOTEpHas ToMorpadus
JUTSL TUTAHOBOM JTMATHOCTHUKH; JJIi KOHTPOISL Pe3YNbTAaTOB JICYCHHS, Ui MPOBEACHUS JIEYEOHBIX U
JTUArHOCTHYECKUX MAHMITYJISLIMNA, HAapUMep MMyHKIIUU 0T KOHTPOJIEM KOMIIBIOTEPHON ToMOrpaduu.

BeiBoabl. Bce 3TM METOABI HIMPOKO NPUMEHSIOTCS B JAMATHOCTUKE JETCKUX HEBPOJIOTHH,
UCIOJIB3YIOTCS B TCUXO(QU3UOJIOTUM JUISI U3YYEHHS BO3PACTHBIX 3aKOHOMEPHOCTEHM J1ereil; B
dusnonornu TpyAa W CHOPTA; MPU HIyUYEHUU [BUTATENbHON (PYHKIIMM XKMBOTHBIX U UEJIOBEKA; B
HCCJIEIOBAaHMSIX BBICIIEH HEPBHON JESATENbHOCTH; B HWHXKEHEPHOW ICHUXOJIOTUH (Hampumep, Mpu
WCCIICIOBAaHUH YTOMJICHHSI, BHIPAOOTKH JIBUTATEIILHOTO HABBIKA); IS OIICHKU MPU BOCCTAHOBJICHUU
HapyIICHHOHN JBUraTelbHON (PYHKIIMU B OPTONEIUU U MPOTE3UPOBAHUM; B UHTepdeiice 6€3MOIBHOIO
JocTyma.
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SMUJIEINICHSA, BBI3BBAHHASI MYTAIIMEN TEHA PCDH19: 2 COBCTBEHHBIX
KIMHUYECKHUX HABJIIOAEHUS 110 CTABPOIIOJIBCKOMY KPAIO.

HIuuxkuna A.E., bepexknas I'.M., Arpanosuu O.B.

I'FY3 CK «Kpaesas oemckas kiuHuueckas 601bHUYA,
Cmaspononbckuil 20Cy0apCcmeenHblli MeOUYUHCKUL YHUBEPCUMEM
2. Cmaepononw, Poccus

AKTyalbHOCTB. Onuiencusi, BbI3BaHHasg Mmyrtanued reHa PCDHI9, wunum  pansss
sanuienTuYecKas sHuedasonaTuss 9-ro THma, OTHOCHTCA K PEIKOM TeHeTHYecKoi matonoruu. Mmes
COOCTBEHHBIN KIIMHUYECKHH OIBIT, Mbl PELIMIIN MOAETUTHCS CBOUMHU KIMHUYECKUMU HAOIIOICHUSIMH.

Heab. AHanu3 KIMHUKO-TEHETUYECKUX XapaKTEPUCTUK B 2 CIyyasX SIWIEICUU Y JIEBOYEK,
BbI3BaHHOW MyTanuedr rena PCDHI9, ¢ 1nenpio BbISIBICHUS COOTBETCTBUSI C OINMCAHHBIMU B
JUTEpPaType NaHHBIMHU.

Marepuanbl u Metoabl. [IpoBoauics KIMHUYECKUH aHAINW3 AAHHBIX, JAHHBIX OOBEKTUBHOI'O
UCCIICIOBAaHMS, TCHETHYECKOro 00cienoBaHus, CXeMbl U 3(P(EKTUBHOCTH Tepamnuu. | eHeTndyeckoe
o0cJieZIoBaHIE COCTOSIIO B ITPOBEACHNUHU 3K30MHOI'0 CEKBEHUPOBAHUS B KJIMHUKE «I eHOMEm».

Pesyabrarsl. [lanuentka K., 11 ner. Ha ¢one Tepanuu npuctynoB HET B TeueHue 4 JieT.
[Tonyuaer nenakun-xpoHochepa, Gppusuym. B HacTosiee BpeMs xajnoObl Ha CHU)KEHHE KOTHUTUBHBIX
¢yukuuii (ypoBens F70), HapylieHue MOBENEHHS M KOHLEHTPAllMM BHUMAaHUS, IaTOJIOIMYECKUE
IPUBBIUKH, HaBsi3uuBble MbIcau. [1o pe3ynbratam cexBenuposanus JJHK (nmanens «HacneactBenHsle
SNWIENICUU») BBIABIEHA TreTepo3urotHas myrtauus B 1 skx3oHe reHa PCDHI19, npuBoasdmas
HOSIBJICHUIO CaliTa MPEXACBPEMEHHON TEPMUHALIMY TPAHCIALUU B 378 KOJOHE.

[MarmenTka XK., 5 ner. Ha pone Tepanuu mpuctynoB HET B Te4eHue 2 JeT. IHTeIIeKT COXpaHeH.
[Tonywyaer nenakuH-XpoHOc(epa, kenmpa p-p, Tonamakc. Ilo pesynbratam cexkBeHupoBanus JIHK
(manens «HacnencTBeHHbIE SIUIIETICUN») BBISBIEH BapUaHT HYKJICOTUIHOW MOCIEA0BATENbHOCTH B 3
sk30He reHa PCDHI9 B retepo3uroTHomM COCTOSSHUM, NPUBOJALIMM K CIBHUIY PAMKH CUMTBIBAHUS
HaynHas ¢ kojoHa 796. Taxke mpOBOIUIOCH TEHETUUECKOE 00CIIeIOBaHUE POAUTENEH 3TOro pedeHKa,
HO JJAaHHOW MYTaIlMM y HUX HE OOHApYXKEHO.

3akarouyenue. TakuM o0pa3om, HaMu OOHapyXeHa BO3MOXKHOCTb IIOJIHOTO KYNHPOBaHUS
SMWIENTUYECKUX MPUCTYNOB y obeux aeBouek ¢ myrtauueit rera PCDH19 . Bonee Toro, y ogHoi u3
JIEBOYEK MBI HaOJI0aeM J100pOKaYeCTBEHHBIN XapaKTep TEUEHHS SMUJIEIICHUHM KaK B IUIaHE KOHTPOJIS
HaJ MpHUCTynamu, HopManusauuu OOI, Tak M B OTHOLIEHWH HOPMAJIBHOTIO HHTEJUIEKTYaJIbHOIO
pa3BUTHSL.

HOBBIE ITOJIXOJIbI K YCTAHOBJIEHUIO UHBAJIUIHOCTH Y JIETEM C
SMUJEINCHUEN C 2020 TOJA B POCCUH

HHomuukos B.I'., [lenuna I'.O., Kpunkas JI.A., Yuctaxkosa H.II.

@I'BY IO «Cankm-Ilemepbypeckuii uHCMUmMym yco8epueHCmeo8anus 8payel-IKCcnepmos
Munmpyoa Poccuu,
2. Canxkm-Ilemepbype, Poccus

C yderoM BHEIpPEHHA B KIMHUKO-IKCIIEpTHYIO NpakTuKy B Poccum ¢ 2020 roma HOBBIX
KJIacCU(pUKALUN U KPUTEPHUEB, UCIOIb3YEMbIX MPU MEIUKO-COLMAIBHON 3KCIEepTU3E JIeTell BaXKHBIM
SBIISICTCS. KOHKPETH3aIMsl SKCIEPTHBIX IMOAXOJI0B KaK K KiaccaM 3a00JieBaHMM, Tak M OTJEIbHBIM
HozonorusiM. Omwtenicust (G40) BkiodeHa B paszen S.7. Dnu3oauyYeckue M TapOKCHU3MalIbHBIE
paccrpoiictBa (G40-47), Kyna BOLUIM TaKKe SMU30AMYECKHE U IApOKCU3MAJIbHBIE PACCTPONCTBA
(G40), apyrue BUIBI TeHEPATU30BAHHOM SMUJICTICUU U dMruienTuueckne cuaapomsel (G40.4), cuaapom
Jlanpay-Knedpduepa (F80.3). B mnpumedanunm K JaHHOMY TOAMYHKTY 5.7 CKazaHO, 4YTO
KOJINYECTBEHHAs! OLIEHKA BBIPA)KEHHOCTH NCUXMUYECKUX (YHKLUH peOeHka B Bo3pacte 1o 18 ser npu
SMMJIETICUU M SMWISNTHYECKUX CHHIPOMax 3aBUCHT OT BO3pacTa, B KOTOPOM Hayajoch 3a00JIeBaHUE,
IPUYMHBI BOSHUKHOBEHMS MATOJOIMU (MIMONATHYECKUI MM CUMITOMAaTHYECKUIl reHe3 MPHUCTYIIOB),
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JIOKQJIM3alMK SMWIESNTHYECKOIO o4ara, Bua, 4acTOThl U TSHKECTH SMUJIENTHUYECKUX MPUCTYIIOB, TUIA
TeueHus 3a00JeBaHus (MPOTPEAUCHTHBIN, T0OPOKAaUYECTBEHHBIA, PEMUTUPYIOIIMK U TIPOYHE), 00heMa
1 3 (HEeKTUBHOCTH NMPOBOAUMON MPOTUBOAUIICTITUYECKON TEpanuy, HAIMYKS PE3UCTEHTHOCTU K HEH,
JUINTEIIBHOCTU MEXKIIPUCTYITHOIO Iepuona. Yactora 3MWIENTUYECKUX IPUCTYNIOB OLICHUBAECTCS Ha
NPOTSDKEHUHM  KaJCHJAPHOTO TOAa, O0sM3aTeNbHBIM YCIOBHEM SIBISICTCS HATUYME PEryIspHON
IPOTUBOANMIIENITHYECKON Tepanuu. HeoOxoaumo Takke y4UThIBaTh HaJIU4YUe, CTPYKTYpY M CTEIEHb
BBIPAKEHHOCTU CUMITOMATUKH [1aTONICUXO0JIOTHYECKOT0 YPOBHS pearnpoBaHusl, HHTEIUIEKTYaIbHOTO U
KOTHUTUBHOI'O CHW)KEHHS, DPACCTPOMCTBO YCTHOM M IIMCBMEHHOW pEYd; HaJIW4Ue U CTENEHb
BBIPQKEHHOCTU HAapYyILIEHUN Pa3BUTHS IICUXOMOTOPHBIX, PEUEBBIX, COL[UAIbHBIX HAaBBIKOB. MapkepoM
HEOJaronpusATHOr0  KJIMHUYECKOT0 M peaOWIMTAlMOHHOIO MpPOTrHO3a IMpU  BOWICNCHU U
SMUJICNTUYECKUX CHUHIPOMAaxX JETCKOrO BO3pacTa SIBISIOTCS 3JI0Ka4eCTBEHHBIE (DOPMBI IPYIIIBI TaK
Ha3bIBAEMBIX <(GNMWICNTUYECKUX SHLEe(aNonaTuily ¢ paHHUM Je00TOM (Ha MEpBOM ToOJy MXHU3HH),
BKIIIOHarommx cuHjapom Becra, Oraxapa, [lpaBe, Ailikapau, paHHIOIO MHOKJIOHHYECKYIO
sHIedanonaTHio, cuHApoM JleHHOKca-I'acTo, snmiIenTHYECKyr 3HIedaIonaTuio ¢ MpPOJIOJKEHHON
CHaiK-BOJIHOBOW aKTUBHOCTHIO BO cHe. Jlmg nanHOM rpynmbl SHiedanonatuii  XapakTepHO
3JI0KAYECTBEHHOE IIPOIPEAUEHTHOE TEYEHUE, PE3UCTEHTHOCTh K IPOTUBOCYJOPOKHOW Tepalnuy;
OTCYTCTBHE IpOrpecca MCUXUYECKOr0, PEUEBOr0 U MOTOPHOTO pPa3BUTHs peOCHKa Ha MEPBOM TOAY
XKHU3HH, (HPOPMUPOBAHUE TSHKEION U INTyOOKOH MHTEIIEKTYaIbHONH HEJOCTATOYHOCTH.

B KIMHUKO-3KCHEPTHBIX LENAX SMNUICHTHUYECKUE MPUCTYNBl M HX SKBUBAJICHTHI IPUHSITO
pa3feiATh 10 CTENEHU TSKECTH:

a) JIeTKWE MPUCTYTIBI (a0CaHCHI, (POKATbHBIE TIPUCTYIIBI, MUOKIIOHHYECKHUE);

0) TsDKenble NMPHUCTYIbI (TeHEepalu30BaHHbIE CYIOPOKHBIE, '€HEPAIIN30BaHHbIE CYIOPOKHBIE C
(okanbHBIM HauaaoM — JKEKCOHOBCKHUE, ACTaTUYECKHE, aMOyIaTOPHbIE aBTOMATHU3MBbl);

B) 0CO00 TsKENble COCTOSHUS (CyMepeuyHble pacCTpOMCTBA CO3HAHHUSA, 3aTsKHbIE TUCHOPHH,
CEpUMHBIE PUCTYIIbI, STUIECITUYECKUE CTATYChI).

CrnenyeTr OTMETUTB, YTO TOJIBKO JIETKUE MPUCTYIIBI CAMOCTOATEIBHOTO SKCIIEPTHOTO 3HAUYEHUS HE
uMeIoT. Bece ocTanibHbIe MPUCTYIBI ¢ YYETOM UX XapaKTEPUCTHUK, JOMOJHUTENbHBIX JaHHBIX, a TAKXKe
BO3PACTHBIX [TOKa3aTeNeH YyacTo SABISIOTCS OCHOBAaHUEM JIsl IPU3HAHUS peOEHKA HHBAIUIOM.

Hcnonp30BaHne HOBBIX KilacCU(PUKAMI M KpUTEpPHEB, HaJeeMcs, NPUBEIET K Jy4IIeMy
NOHUMAaHMIO KJIMHUKO-3KCIIEPTHBIX OCOOEHHOCTEH SNUJIENCUUM W MPUCTYNOB JJs HPaBUIBHOTO
HaIpaBJIEHUS TaKUX OOJIBHBIX JE€TEeW HAa MEIUKO-COLIMATIbHYIO SKCIIEPTU3Y.

KJIACCHU®UKAIIMA U KPUTEPUH YCTAHOBJIEHUS UHBAJIMJTHOCTU Y IETEN B
POCCHMN.

ITomuukos B.I'., Ilennna I'.O., Yucraxosa H.II.

QI'BY IO «Canxm-Ilemepbypeckuii uHCMUmMym yCco8epuieHCmeo8anus 8payeli-IKCcnepmos
Munmpyoa Poccuu,
2. Canxkm-Ilemepbype, Poccus

C yueroMm 3ajau, noctaBieHHbIX [IpaBurenscTBomM Poccuiickoit @eneparun, HE0OOXOAUMOCTH
pa3pabOTKK HOBBIX MOJIXOJ0B K YCTAaHOBJICHHUIO MHBAIUIHOCTHU Y aAerelt — c stuBapsa 2020 roxa (mocine
JUINTENILHOTO ~ OOCYXKJEHMs ¢  TJIaBHBIMM  BHEHITaTHBIMU  CHenHaductamMu  MMH3IpaBa,
MPEJICTAaBUTENIIMA OOIIECTBEHHBIX U OJIarOTBOPUTEIBHBIX OpPraHM3allMii) B Hallel cTpaHe BCTYMUI B
cuiy npuka3z Ne 5850 Muntpyna Poccun «O knaccudukanusx ¥ KpUTEpUSX, UCHOIb3YEeMBIX NPHU
OCYIIECTBJIEHUN MEAUKO-COLIMAIbHOM 3KCIEepTU3bl TpaxJaH ¢eaepaibHbIMU TOCYIapCTBEHHBIMU
YUPEXKIEHUAMU MEAUKO-COLIMAIBHOM dKCIIEPTU3BDY.

AGCOTIOTHO HOBBIM B ATOM IpHKa3e SIBUJIOCH CO3/IaHHE €IMHOIO CTaHJapTa KOJIMYECTBEHHOU
OLIEHKM HapYIIEHHBIX (DYHKIMHA y JeTeid M B3poCibIX. BrepBble B MPaKTHKE MeIUKO-COLUATbHON
AKCTEPTU3bl pa3paboTaH MOAXO0J K KOMIUIEKCHOW OIlEHKE HapyIIeHHbIX (QYHKIUH y JeTed B
3aBUCUMOCTH OT BO3pacTa. J{aHHBIM AOKYMEHT SIBJISETCS NEPBBIM B CTpaHE HOPMATHUBHO-IIPABOBBIM,
KOTOpBI  HCIONIb3yeT MexayHapoaHyo KiaccuPuKanuioo (QyHKIMOHUPOBAHUS, OrpaHUYCHUN
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KU3HEJEATSIILHOCTH U 310poBbs. [Ipuka3 Ne 585H coctouT u3 o0mieit yactu (A1 B3pOCTBIX U JIETEH)
Y JIBYX TIPUJIOKECHUH.

[Tpunoxxenue Ne 2 st UCNoNIb30BaHUA B JIETCKOM MPAKTHKE COACPKUT 16 pa3nenoB, COrIacHO
ouepenHocTH Kiaccos Oosie3uu o MKb-10, Bkitoyast BposkJIeHHbIE aHOMAJIMU U IIOPOKH Pa3BUTHSL.

Hapsany ¢ MKB-10 B ganHBIX KiIaccu(pUKaUAX UCIOIB3yeTCsl MexayHapoHas KIacCH(pUKAIHS
(GYHKIIMOHUPOBAHUSI, OTPAaHUYCHHUM IKU3HEAEATEIBHOCTH U 3J0POBbS, KOTOpas XapaKTepusyeT
(GyHKIMU OpraHu3Ma M JaeT XapaKTePUCTHKY KOJIMYECTBEHHOTO M3MEPEHHUsS CTENEHH HapyIIEeHHBIX
¢dbyukuuii ot 0 1o 100%.

B naHHOM JOKyMEHTE COXpaHEHa IPEEMCTBEHHOCTh JMAarHO30B «JIETCKUX» M «B3POCIBIX»
KJaccupuKauuidi ¥ KpuTepueB. BrepBble B JIETCKON 3KCIEPTHOW MpPaKTHKE pa3paboTaHbl pasieibl
BPOXKJCHHBIX aHOMAlMK (MOPOKOB), nedopManuii U XPOMOCOMHBEIX 0Oo0Je3Hel, HOBOOOpa3OBaHUU
(3710KaYECTBEHHBIX M JTOOPOKAUYECTBEHHBIX), IMOCIEICTBUNH TEPMUUYECKUX, XUMHUUYECKHX OXKOTOB U
OTMOPOKECHHUH, PEUYEBbIC HAPYIIEHUs YCTHOW U NKMCbMEHHOM pedM, B TOM YMCIIE II0CIIE KOXJIEApPHOU
MMILJIAaHTALUU.

Jns  nmereid  pa3paboTaH  €OWHBIA  AKCHEPTHBIM  MOAXOA K  3JI0OKAYECTBEHHBIM |
TO0OpOKaueCTBEHHBIM O00pa3oBaHUAM 0€3 yuyeTa JOKaIMU3alllH, PacCTPONCTBA YCTHOW M MHUCHMEHHOM
peun, peakue (opdaHHbIe) 3a007€BaHNUS.

Heinemnue xiaccudukalud ¥ KpUTEpUM AJi1 MPUMEHEHHUs y JUIl B Bo3pacte A0 18 ner
COJIep’KaT COBPEMEHHBIE NOJXOJbl K OOBEKTUBMU3AIMM CTOMKHUX PAacCTPOWCTB CHCTEM OpraHU3Ma,
HOBBIN pa3fieNl «BUAbl HAPYIICHHBIX (YHKIHI» (C KOAUPOBKON MO POCCHICKONW TEPMHHOJIOTHH H TIO
MEXIYHApOJHOM B COOTBETCTBMH ¢ MexayHaponHo# Kiaccupukanueil (yHKIMOHHUPOBAHUS,
OTpaHUYCHUN KU3IHEACATEILHOCTH U 3/I0POBbs), BO3pACTHBIEC eproIbl. Hageemcsi, 4To OHU MOCTyKaT
Ui OOBEKTUBU3ALMU HAPYIICHHBIX (QYHKIUNA M OOBEKTUBHU3ALMHU MPHUHATHS PEIICHHUS TPU MEIHKO-
COLIMAIbHOM 3KCIEPTU3E IETEU U MOAPOCTKOB.

Kondumukr natepecoB oTcyTcTBYeT. Te3uchl 6€3 CHOHCOPCKON MOAIEPIKKH.

HEBPOJIOTMYECKHE PACCTPOMUCTBA Y JIETEX JOIIKOJBbHOI'O BO3PACTA,
POJIUBIINXCHA C 3AJEPKKON BHYTPUYTPOBHOI'O PA3BUTUA

JIeimapesa E.B., lllesokosa C.I'.

OpI'MY, O/IKF,
2. Openbype, Poccus

B nocneanue roasl oTMe4aeTcs TEHJEHLUS K POCTY YHUCJIa HOBOPOXAEHHBIX C IMPU3HAKAMU
3aepkKu BHYTpuyTpoOHOro passutus (3BYP). Cpenu mexanuszmoB, nexammx B ocHoBe 3BYP
wioga, OOJBIIYIO  POJb  OTBOAAT  XPOHMYECKOM  (peToIulalleHTapHOH  HEIO0CTaTOYHOCTH,
HPOSIBIIAIONICICS HapyIlIeHUeM MaTOYHO-TUIALIEHTApHOIO M IJIOJJOBOTO KPOBOTOKA. Y OOJBIIMHCTBA
HOBOpOXIeHHBIX 3BYP moxeT ObITh camoctosiTenbHo naronoruen (cornacio MKbB-10, kon P05.1),
a MPUMEPHO y OJHOW TPETH — OJHUM M3 CHHIPOMOB BPOXKIEHHONW MH(MEKLIUH, XPOMOCOMHOMN
NaTOJIOTUU, MHOXKECTBEHHBIX ITOPOKOB Pa3BUTHUS U ApYyrux 3aboneBanuil. [lo naHHBIM psiga aBTOpPOB,
HEpBHO-TICUXWYECKoe pa3BuTHe y nereid co 3BYP xapakrepusyercs Oonee 4acTelM, 4eM y jaereit
TPYNIbl CPABHEHUS, PAHO BO3HUKAIOIIKUM U JJIUTENIEHO COXPAHSIOIIUMCS €r0 HapyILIEHUEM.

Lesab uccaeq0BaHMA. ONPENEIUTh OCOOCHHOCTH HEBPOJOTMUECKUX M PEUYEBBIX HApYyLICHUH Y
JIeTe! JOIKOJIBHOTO BO3pacTa C IICUXOHEBPOJIOTMYECKOM MaTOJI0rNel, MMEIINX B aHaMHe3e 3BYP.

b n3yueHbsl aHaMHECTUYECKHE JJaHHbIE, MTPOBEJCHA OILCHKA Pa3BUTHUS PEUEBBIX (QYHKUUN U
HEBPOJIOTUYECKOT0 cTaryca y 63 nmerei ¢ 3aAep>KKOM MCUXOPEYEBOTI0 Pa3BUTHS B BO3pacTe OT 3 110 5
aet, mpoxoauBmux jeuenue B | mcuxumarpuueckom otaenenun OJIKB. M3 nanHO#M rpymnmsl ObLTH
UCKJIIOYEHBl JIETU C HAClIeJICTBEHHOW TNAaTOJOTHel, HEeAOHOIIEHHOCThIO, TPyObIMH MOTOPHBIMU
HapyLEeHUIMH (IeTCKUI LiepeOpanbHbIi mapainy).

I[To pe3ynbraTam uccieqoBaHus ObUIM MOJIyYEHBI CIEAYIOIIME AaHHbIe. Bee netu uccnenpyemoit
TPYIIbI UMETIH B aHAMHE3€ HeOJaronpusATHbIC IepUHaTaIbHbIe (aKTOPbI, CPEIN KOTOPBIX Yallle BCEro
BCTpeyanach XpOHHMUYECKas BHYTpUYTpoOHas rumokcus ruoga (y 52 nmereit — 82,5 %). 3amepikka
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BHYTPUYTPOOHOTO Pa3BUTHS O THIIOTPOPHUECKOMY THUITY IPU POXKJIECHUH OblIa MOCTaBieHa 29 nersm
(46%), u3 KOTOpBIX y 4 OHa ObLIa €AMHCTBEHHBIM HEOJIArONPUATHBIM (PAKTOPOM.

Ha ocHOBaHuM aHaMHECTHYECKUX JAHHBIX JETH ObUTH pa3jesieHbl Ha 2 rpymmbl: 1-s rpynmna —
nmerormue 3BYP npu poxxnenun (29 nereit); 2-s rpynma 6e3 3BYP — 34 peGenka. B GonpmmHCTBE
ciyuaeB 3BYP coderanach ¢ mepuHaTanbHO#M THIIOKCHeH Jierkor crenenu (21 pebenoxk — 72,4%),
pexe cpenneit crencHu TsukecTH (4 peberka — 13,7 %).

B rpymnme nereit 6e3 3BYP nepunaTtanbHasi TUIIOKCHUS JIETKOW CTENIEHH OTMeYanach y 23 nerei
(67,6%), cpenneii creneHn — y 6 yenosek (17,6%). Y 5 nereit npu BbIIMCKE ObUT MOCTABIICH JUArHO3:
«3II0pOBY», HO BO BpeMsl OEpEMEHHOCTH y MaTepei OblI0 yKa3aHWe Ha aHEMHIO JIETKOH CTEIICHH.

Ouenka kpymHOM  MoOTOpuKM  coriacHo  «®Dopmanu3oBaHHON  KapTe  HcCCeIOBaHUs
NICUXOHEBPOJOTMYECKMX (YHKIMHA y JeTeld MEepBBIX 7 JIET >KU3HW» BBIABUJIA HAJIMYUE JIETKOTO
OTCTaBaHUs MOTOPHBIX QyHkumii y 13 nmereit (44,8%) nepoit rpynnsl U 9 nereit (26,4%) BTOpOI
rpynnsl. [Ipu HeBposornyeckom ocMmotpe y 15 nereit (51,7%) nepBoit rpynnsl u 12 nereit Bropoit
rpynnsl (35,2%) ormeuanachk auddys3Has MbIllIedHass THUIIOTOHHUS OT JIETKOM 1O yMepeHHOH, y 14
neret (48,2%) mnepsoit rpynnsl u 16 nereit (47%) BTOpOM Tpymmbl —  O0XHUBJIEHHOCTb
OPOMPHUOLENTUBHBIX  peduiekcoB. OTKIOHEHUS B  Pa3BUTHUM MEJIKOW MOTOPUKH  COTJIACHO
«DopMaTN30BaHHOW KapTe HCCIICIOBAHUS IICUXOHEBPOJIOTUICCKUX (YHKIMH y JETeH MepBhIX 7 JIET
JKU3HW» 4Yallle BCTpevanuch B rpymne gereir co 3BYP — 21 pebenok (72,4%), yem 6e3 nee — 19
nereir (55,8%). Ilo pesynpTaraMm JOroneAMYecKoro ooOcienoBaHus o0Imee HemopasBuThue pedd |
ypoBHS BbIsiBIEHO Yy 9 neteit (31%) nmepBoit rpynmel 'y 11 gereit (32,3%) BTopoii rpynmnsl. O61iee
Heznopa3Butue peun Il ypoBHs onpexpensiinock y 14 nereit (48,2%) nepBoii rpynmnbl u y 16 yenoBek
(47%) Bropoit rpymmel. Ob6mee HemopasButue peun Il ypoHs umenu 6 nmereit (20,6%) mepBoit
rpynnsl u 7 (20,5%) nereii BTOpoi TpyIIIbL.

3akiarouenue. Pe3ynbrarel 00ciaenoBaHus MOKA3alld, YTO y JETEH C 3a€PKKOM MCUXOPEUEBOTO
pa3BuTH, UMeroLUX B aHaMHe3e 3BYP B coueranuu ¢ nepuHaTaibHON TUIIOKCHEH, Yallle 0TMEYaIOCh
OTCTaBaHME KaK KPYIMHOM, TaKk U MEJIKOW MOTOPHUKH. Y fieTeil B 00enX Irpymnmnax pedyeBble HapylIeHUs
yaiie ObUIM MPEACTaBICHBI B BUJIE 00111ero Heaopa3BuTus peun Il ypoBHs.

Taxkum o6pazom, Hamuuue 3BYP y pebeHka npu poxIeHUH, KaKk eTMHCTBEHHOW MMaTOJOTHH, TaK
¥ B COUYETaHWH C IPYTHMHU 3a00JI€BaHUSIMHI, HEOOXOAMMO YUUTHIBATh IPU JUHAMHYECKOM HAOIIOICHUT
JieTeil He TOJIBKO B IPYTHOM, HO U B TOLIKOJILHOM MEPHOJIE Pa3BUTHSL.

PACCTPOMCTBA CHA VY JIETEX JOIIKOJbHOTI'O BO3PACTA C 3AJIEP)KKOU
MCUXOPEYEBOT'O PA3BBUTHS U METO/bI UX KOPPEKIINA

IleaoxoBa C.I'., JIsimapesa E.B.

OpI'MY, I'AY3 « O4Kb»
2. Openbype, Poccus

Hapymenus caa y nereil TpeOyroT 0co00ro BHUMaHHMsI, MOCKOJIbKY OHHM CBSA3aHbI C IPOLIECCOM
pa3Butus 1 o0ydeHus. PapMakoIOrnyeckoe JieueHre OOIbIINHCTBA PACIPOCTPAHEHHBIX PaCcCTPONCTB
CHa y Jereil He MMeeT JoKa3arenbcTB. [losiBIeHHME KOHKPETHBIX PEKOMEHJALUH HMEEeT OrpOMHOE
3HaYeHHWE, MOCKOJIBKY HapyIIeHWss CHAa MOTYT HETaTUBHO TIOBIHATH Ha pa3BUTHE JeTell W Ha
CTaHOBJIEHUE UX MTO3HABATEIbHBIX U COIMATLHBIX HABBIKOB.

Heab uccienoBanus. BeIIBUTE pacCIpOCTPAaHEHHOCTh HAPYILIEHUI CHA B IpyIIIe f1eTel ¢ 3 1o 6
JeT ¢ 3ajepxkkoi mcuxopeyeBoro pazputus (3[IPP) u ompenenuTs BO3MOXKHBIE IyTH M METOJBI MX
KOPPEKIIHH.

Marepuan u metoasl ucciaenopanus. Oocnenosano 60 nereii ¢ 3[IPP B Bo3pacte ot 3 10 6
net. Jlnarno3 ObUT yCTAaHOBJICH HA OCHOBAaHUH HEHPOTICHXOJIOTHYECKOTO OOCIICIOBAHUH, 3aKIIOYCHUS
ncuxuarpa u joronena. PaccrpotictBa cHa (PC) BeisiBnensl y 19 gereit (31,7%), u3 vux y 17 (28,3%)
—- B BUJIC HapylIeHus 3achimanus, y 2 (3,4%) — nmoaaepskanus cHa. B rpymne neteit ¢ PC BbIsBIICHBI
CKJIOHHOCTbH K OBICTPBIM a(h(heKTHBHBIM PEAKILIUSM, TOBBILICHHAS! BO30YIUMOCTb.
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JIBeHaimath JaeTed ¢ pacCTpPOHCTBAMU CHa KpPOME MEIUKAMEHTO3HOTO JeueHUs (KalbIus
rOMaHTeHaT), Maccaxa, JiedeOHOM T'MMHACTUKH, MOJYy4add MarHUTOTEpaIvio; 7 4YeloBeK MOoIydallu
MEIMKaMEHTO3HOe JieueHHe (KajblMsg TONaHTEHAT), Maccax, JiedeOHyI0 TUMHACTUKy. B mepBoit
rpynne aeteit y 10 (83,3%) manueHTOB OTMEYaNoCh YMEHbIIEHHUE SMOIMOHAIBHON JIAOMIBHOCTH U
yIy4dlIEHUE 3achblllaHus, BO BTOpOH — ToibKOo y 2 (28%) neredt oTMedanoch yJIydlIEHUE B
SMOLIMOHAIBHOMN cdepe U IpU 3aChIIaHHH.

3akmouenue. Y gnereir ¢ 3IIPP paccrpoiicTBa cHa BCTpewaroTcs y TPETH MAlMEHTOB, Yallle
MPOSIBIISIIOTCA HapylIeHUEM 3ackinaHus. Vcrnonap30BaHrEe MarHUTOTEPANIUA B KOMIUIEKCHOM JIEYEHUU
nereit ¢ HapymenueM cHa 1 3I1PP mo3BosisieT yMEeHbIIUTE YMOIMOHAIBHYIO TAOUIBHOCTD U YIYUIIUTh
3achlllaHhe, YTO SIBJISETCS BaXXHbIM (PAKTOPOM B KOPPEKLUMH KOTHHUTUBHOTO JehUIUTa Y AaHHOU
IPyIIIbl NAIUEHTOB.

HOBBIE OP'AHU3ALIIMOHHBIE ®OPMbI PABOTBI C IETBMH C HATOJIOTUEN
HEPBHOMU CUCTEMBbI B YCJIOBUAX JETCKOU INIOJIMKJIMHUKHU

Cagosa M.H., lllemanaeBa E.B., Cuaxkuna H.H.

ObY3 UKFE um. Kysaesvix, 0emckas norukiunuxa Ne 8

AKTYaJIbHOCTb. Y J€Tell, MNepeHeCIInX NepUHATaIbHbIE MOPAXKEHUS LEHTPAJIbHOU HEPBHOMU
cucrembl (IIIT ITHC), B panHeM u JOIIKOJBHOM BO3pACTE BBISBISETCS JIETKUH HEBPOJIOTHUYECKHI
neuUT U OTKJIOHEHHS B Pa3BUTHUM, OHU HYXKAAIOTCS B KOMILIEKCHOH MEIUKO-TICUXO0JIOTO-
eIarorun4eCKOy IMOMOIIIH.

Heab. Paszpaborath cucremy peaOMIMTALMOHHBIX W  AOWJIMTALIMOHHBIX  KOMILJIEKCHBIX
MEPONPUITUIA, HANIPABICHHBIX Ha MPEIYNPEKICHUE U KOPPEKLUIO OTKJIOHEHUN pa3BUTUA Yy JI€TEH C
nocinencteusmu 11 [HHC, peanuzyeMyro B 1€TCKOM MOJUKINHUKE.

Marepuanbl u Meroabl. [IpoBeaeH aHanu3 pabOTHl OTIAEICHUS MEAUIIMHCKONW peaduIuTaIluu
nerckoi nonukJInHUKU Ne 8 r. IBaHoBo, koTOopoe nmocetwnu 3a 2019 r. 786 nanueHToB B Bo3pacte 1—
17 ner ¢ matonorueil HepBHOW cucTeMbl. ['pymniy KOHTPOJS COCTaBWJIM HALMEHTHl aHAJOTHYHOIO
BO3pacTa, MOJIy4aBIIME TPAJULIUOHHYIO, NPEUMYIIECTBEHHO MEIMKAMEHTO3HYIO IOMOILb COIVIACHO
CUHIPOMAIIBHOMY JIHAarHo3y.

PesyabTaThl. B oTnenenun pabotaer MyabTHAMCHMILIMHAPHAS peaOMIMTAl[MOHHAs KOMaHAA.
Ha 1-m srane pebGeHky mpoBOAMTCS KOMIUIEKCHAsl JUarHocTHKa. KOppeKIMOHHBIM ATam COCTOUT U3
Tpex OJI0OKOB. 1-if — OOIIEYKpeIUIIOmUN — BKIIOYACT PEKOMEHJAIMH 10 PEXUMY JIHS, MUTAHHUIO,
¢u3nYeCKO aKTUBHOCTU. 2-i OJIOK — MEpONPUATHUS ICUXOJIOro-NMeAarorndyeckoi Koppekuuu. 3-i
O6mok — ¢Quzno- W KuHe3oTepamus: 3JeKTpodope3 ¢  JIEKAPCTBEHHBIMU  IpenapaTami,
marautotepanusi, CMT-tepanus, TpaHCKpaHHalbHasi U TpaHCBepTeOpalibHas MUKPONOJSpU3alLUs,
Maccax, JieueOHass TMMHACTHKA, 3aHATHS Ha TpeHaxepax. Ha mojnepkuBaromieM sTare BbIIAIOTCS
pEeKOMEHJalMM OT HEeBpoJora, IICHXOJIOra, JIOroneaa, Iemarora B cemblo pebOeHka. OrlleHka
3¢ (EeKTUBHOCTH TOKa3aja, YTO KOMIIEHCAIUS HEBPOJIOTMYECKUX CHHIPOMOB ObLIa JTOCTUTHYTA Y
47,8% mnauuentoB 1-ii rpynmsl, B omnuue oT 30,5% nereil koHTponbHOUM rpynmbl. [loBbimienue
nokasaresei KOTHUTUBHOTO ()yHKIIMOHUPOBAHUS TOCTUTHYTO y 56,8% nereii 1-if rpymnmsl (25,7% — B
rpynme KOHTPOJIS), CHUKEHHE YPOBHS TPeBOKHOCTH — Y 52,3% (20,8% — B rpyIine KOHTPOJIS).

3akmouyenue. OTKpHITHE OTJCIEHUN MEUIIMHCKON peadMInTaluy Mpy JETCKUX MOTUKINHUKAX
MO3BOJIMT oOKa3biBaTh nanueHtaM c¢ mnociuenctBusmu [ [MHC cBoeBpeMeHHYI0 KOMILIEKCHYIO
peadMIINTAIIMOHHYIO ¥ a0MIIUTAIIMOHHYIO TIOMOIIb.
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BO3PACTHBIE OCOBEHHOCTHU TEYEHUS U UCXO10B DHIIE®AJIUTOB Y
NETEN

Cxpunuenxo H.B., UsanoBa I'.Il., Ckpunuenko E.1O., Mypuna E.A.

@I'BY «/lemckutl HayuHO-KIUHUYeCKULl yermp urgexyuonnwvix oonezuett ®PMBA Poccuuy,
YYV3 «Knunuueckas 6onvnuya « PXK/[-Meouyunay

AKTyanbHoOCTh. DHuehanmuTtel (OP) SABIAIOTCA OJHUM U3 HamOOJEe TSHKETBIX MPOSBICHHUHA
MH(MEKIMOHHOTO TMpoliecca BBUIY BBICOKMX PHUCKOB (DOPMHpPOBAHUS HEOOPATUMBIX CTPYKTYPHBIX
u3menenuit [{THC, TspkenbIXx HHBAIMIU3UPYIONIUX Ne(QUIMTOB M JIETAIbHBIX HMCX0A0B. OgHUM H3
(bakToOpoB, OIMpenessSIONIMX YacTOTy, 3THUOJIOTHIO, KIMHUYECKYI0O CHMIITOMATHKYy W TeueHue OO,
SIBJISIETCS] BO3pACT peOeHKa.

Heab. OnpenenuTs BO3pacTHbIE KIMHUKO-3TUOIOTHYECKHE OCOOCHHOCTH TEUEHHUS U HCXOJ0B
SHIICPATHUTOB y ACTCH.

Marepuanbl u Metoabl. O06ciaenoBano 364 pedenka ¢ O or 1 Mec. 10 17 JeT, COCTaBUBIINX
JIBE TPYIIIBI IETEH paHHEro U cTapiiero Bo3pacra. B 1-to rpynmny Bonum aetu ot 1 mec. 10 3 net (n =
124, 34%), a Bo 2-10 — ot 4 g0 17 ner (n = 240, 66%). Bcem npoBogunace MPT u stnonoruueckas
JMarHOCTHKA Ha reprecBupychl (1-6 Tumos), mapBoBupyc B19, sHTepoBHpyCH, BUPYC KpacHyXH,
TPUIIIA, aICHOBUPYCHI, KJIEIIEBOro 3HIledanuta u 6oppenuu Oypraopdep.

Pesyabrarel. B rpynne no 3 ner O® uyamie BbI3bIBaIMCH LUTOMeranoBupycamu (21,8%) u
suTepoBupycamiu (13,2%), a BpoxkaenHas uHdexkuus opuia npuanHoit OO B 47,5%. B stuonorun 5O
oT 4-17 net noMuHUpOBaIK BUpYC Bapuiemia-3ocrep (16,7%), kiemessie unpeknuu (21,2%), Bupyc
Omnmreitna — bapp (11,7%) u Obutn cBsA3aHbI ¢ MPUOOpPETEHHBIMU HH(EKIUsAMU. B panHem Bo3pacte
yamie BCTPEYAIMCh JKCTparUpaMHIHbIC, PEUYEBBIE PACCTPOMCTBA M JMWICHTHYECKUE IMPHUCTYIIBI, a
Takke auxopanka (74,2%), BocmamuTeNbHbIE U3MEHEHUS! PECIUPATOPHOrO TpakTa M 3K3aHTeMbl. B
84,7% cnyuaeB HaAOIIOAAIOCH U30JIMPOBAHHOE MMOPAXKEHHUE CTPYKTYP TOJIOBHOTO Mo3ra. ¥ nerend 4-17
JeT pexe OTMEYaTUuCh OOMIEMH(EKIIMOHHbIE CUMNTOMBL, U B 41,2% OIHOBPEMEHHO C TOJIOBHBIM
BOBJIEKAJICS CIIMHHOU MO3T. OCTpoe U ocTpeiiiiee TedeHue 10 3 et coctaBuio 72,6%, a 0CIOKHEHHOE
— 69,4%. B crapmem Bo3pacTe 3aTSDKHOE M XPOHHYECKOE TEYEHHE BCTpedalioch Oojiee ueM B
MIOJIOBUHE CIy4yaeB, a OCJIO)KHEHHOE — TIPUMEpPHO Yy TpeTu jereil. B panHeM Bo3pacre
npuOIU3UTENBHO B 2,5 pa3a yaie Habmoancs netanbHbii ucxo (3,2% npotus 1,3%) u ocTaTOYHBIN
neduInT.

3akaouenue. TakuMm oOpa3oM, dTambl (HOPMHUPOBAHHS UMMYHHOM, HEPBHOM M DHIOKPHUHHOMN
CHUCTEM, BPOKJICHHBIA M TPHOOPETEHHBIM XapaKkTep UH(PHUIIUPOBAHUS OIPEACIAIOT PUCKU pPa3BUTHE
sHedamuToB. C Bo3pacToM peOeHKa B3aMMOCBS3aHBL: OJTHOJIOTHSA, KIWHUYECKas KapTHHA,
pacrmipoctpaneHHocts mporiecca B [[HC, xapakrtep TeueHus, 4acTtoTa OCIOXKHEHUHW U HMCXOMIbBI
9HIEe(DATUTOB, YTO HEOOXOIUMO YUUTHIBAThH MPU TUTAHUPOBAHUH MOHUTOPUHTA U TepaIUu.

INPOTUBOBUPYCHAS TEPAIIUS SITWIEIICUU KOXKEBHUKOBA U IPYT'HX
®OPM XPOHUYECKOI'O TEYEHUSA KVIEHNEBOI'O DQHHE®AJIUTA Y AETEU

HNBanosa I'.Il. ,Cxkpunuenko H.B., Ckpunuenko E.FO., Mypuna E.A.

@I'RY «/lemckuti HayuHO-KIUHUYeCKUl YyeHmp un@exyuornHvlx bonesneti ®MBA Poccuuy
Y3 «Knunuueckas 6onvnuya PXK/[-Meouyunay

AxtyaabHocth. Kiemesoit snuedamur (K3) — mnpupoaHo-oyaroBasi TpaHCMUCCHUBHAs
UHQEKIHS, KOTOpas MOXKET NMPHOOpeTaTh XpOHUYECKOE TeueHHe. B3auMocBsA3b MeX1y XpOHHUECKUM
teueHueM KD wu smumnencueit KokeBHukoBa Obuta mokazana M.II. UymakoBeiM (1944), kotopomy
yJAJIOCh BBIIEIUTH BUPYC U3 Mo3ra nmorudmmx. OpHako tepanus snuiencun KoxeBHUKOBA U IPYTHX
dbopm KD mo-nipeskHeMy ocTaeTcs CIIOKHOM 3a7a9ei.

Heab. Onenuts 3¢G(GEeKTUBHOCT NPOTUBOBUPYCHOHM Tepamuu snuiencud KokeBHHKOBA U
Ipyrux ¢GopM XpOHHUECKOTO TeUEHUS KJIEIIEeBOro 3HIledanuTa y aeTei.
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Matepuansl u meroasl. B ®I'BY JITHKIIUb ®MBA nabmonanuch 26 nereit ¢ XpOHUUECKUM
teueHueM KD B Bo3pacte 8—15 net, cocraBuBIime 2 rpymnmbl: OCHOBHYIO (n = 15) u cpaBHeHus (n =
11). OcHoBHas Tpymma mojiyyaja MPOTUBOBUPYCHBIE MpernapaTsl: puOaBUPHH M PEKOMOMHAHTHBIHI
unreppepon-a2 (MDPH-02) 4-6 mec, a 3arem — aHadepon 6 mec. ['pynma cpaBHEHUS —
npotuBokienieBod uMmyHorino0ymun (I1IKI') u pubonykneasy 7—-10 cyt, Kypchbl HOBTOPSUIM KasKIble
3—4 mec.

Pesyabratel. B 80,7% (n = 21) KD umen BropuuHO-xpoHmyeckoe, a B 19,3% (n = 5) —
HepBUYHO-XpOHHUecKoe TedueHue. KnmHndeckue Qopmbl Briarouanu: snuiencuto KokeBHHKOBa
(61,5%), amuorpoduueckyto (15,4%), smunentuaeckyto (15,4%) u runepkunerudeckyto (7,7%). dns
snwiencud KokeBHMKOBa ObUIM XapaKTEpHbl MOTOpHBbIE (OKajdbHbIE W OuiarepaibHble TOHUKO-
KJIOHWYECKHE C (HOKAIBHBIM JEe0I0TOM TPHUCTYNBl B COYETAHWU CO CIACTHYECKHUMH Mape3ami,
MHUOKJIOHUYECKUM I'MIIEPKUHE30M, MO3’KEUKOBBIMU U CTBOJIOBBIMU CUMIITOMaMu. Teparnus B OCHOBHOMN
rpynne uepe3 1 rog B 86,7% mnpuBena K perpeccy OOJbIIEH YacTH OYAroBBIX CHMITOMOB H
COKPALEHUIO YaCTOThI AMWJIECNTUYECKUX NIPUCTYNOB, a B 46,1% cirydaeB k ux kynuposanuro. B LICXK
COKpAIAJIOCh YUCIIO MAIMEHTOB C peruthKaiuei Bupyca (no repanuu — 100%, gepe3 6 mec — 20%,
yepe3 1 rox — 0%), a na MPT B 60% ciydaeB oTcyTcTBOBajo Hapactanue atpoduu. Y 72.7% nereit
IpyNIbl CPAaBHEHUS KIMHUYECKUE CHUMIITOMBI nporpeccupoBainu, Ha MPT nHapacrana arpodus u
3aMecTUTeNbHas Tuaponedanus, u coxpansuiach perukanus supyca B LIC)K y Bcex 06ciae10BaHHBIX.

3akmoyenue. Takum 00pa3oM, XpOHMYECKOE TEYEHHE KIICIIEBOTO 3HIedanura y aeredl ¢
pasBuTHeM snmiiencur KoxkeBHUKOBA U ApYrux (opM TECHO B3aUMOCBS3aHO C peIUIMKaliel Bupyca B
OHC. DOto ompenenser HEOOXOAWMOCTb BKJIIOYEHHS B KOMIUIEKCHYIO TEpaNui0 IpenapaToB c
IPOTUBOBUPYCHBIM JIEHCTBHEM, CpeAH KOTOPBIX 3()(PEeKTHBHBIM OKa3aloCch COYeTaHUE pUOABUPHHA U
PEKOMOMHAHTHOTO HHTEPEpOHa- 02 C MOCIEAYIOUINM Ha3HAYeHUEM aHaepoHa.

HOCTUHCYJIBbTHAA SJIIMJIEINICUSA: B @POKYCE BHUMAHUSA JETU PAHHET'O
BO3PACTA

Paxmanuna O.A., Jleeutuna E.B., Mokuna A.B.
@I'6OY BO Tiomenckuii 'MY Munzopasa Poccuu

AKTyaJbHOCTh. COBpEMEHHBIE JaHHBIE ITOKA3BIBAIOT, YTO YACTOTA OCTPHIX CUMIITOMAaTHYECKUX
NPUCTYNOB W JMHJICTICHH TOCIe WHCYJIBTOB y JIeTed, Bhille, 4yeM y B3pocibix [Sarecka-Hujar B.,
Kopyta 1., 2019]. HecmoTpst Ha 3T0, KOJHYECTBO MyOJUKAIIUI 110 MOCTHHCYIBTHON SMUJICTICUU Y IeTei
KpailHE OrpaHMYeHO, a JETH pPAHHEro BoO3pacTa OOCYXAAIOTCS TPEUMYLIECTBEHHO B paMKax
NOCJIEACTBUM NIEPUHATAIBHOTO UHCYJIbTA.

Heab. Onucarh KIMHUYECKHE OCOOEHHOCTH U OLEHUTh 3(PPEKTUBHOCTH TEpanuu y JeTei
paHHEro BO3pacTa C SNWIENTUYECKUMU CIIa3MaMHU 110CJE JETCKOT0 UHCYIJIbTa

Matepuanbl 1 MeTOAbI. PETpOCTIEKTUBHO-TTPOCTIEKTUBHOE UCCIIEIOBAHNE MTPOBOIMIIOCH Ha 0aze
ObnactHoil knuHuYeckoil OosbHUIBI Ne 1 u OGnacTHOro jeuyeOHO-peadMIMTAIIMOHHOTO LEHTpa T.
Tiomenu. 13 80 pereit ¢ snunentuueckumu crnaszmamu (OC) B rpynny Obuiu BkIodeHsl 10 gereit
(12,5%) no 3 ner ¢ OC (8 — Maub4YMKOB, 2 — JIEBOYKH), PA3BUBIIMMUCS TOCJIC MEPEHECEHHOTO
JIETCKOro HHCynbTa. CpeTHHI BO3pacT pa3BuTUs MHCyNbTa coctaBua 0,25+1,7 ner.

PesyabTaTsl. B anamuese remopparndeckuii uHCynsT (I'M) Bo3HMK y 8 nereil, aprepuanbHbIi
umemuueckuid  uHCYnbT (AWW) ¢ remopparmueckumu nepepoxiaeHueM — 2. Octpele
CUMITOMaTu4eckue npuctynsl — y 5 aereid. Cpennuit Bospact pazsutus 9C — 0,8+0,4 ner. Bpems
OT pa3BUTUS MHCYAbTa 0 AcOrota DC — 5,7+£5,1 mec (X 6 mec — 8 nereid, 2 nereit yepe3 1 u 1,5
roja). ['uncaputmus — y 5 nerei, u3 HUX 4 — 30HAJILHO-AKLEHTYUPOBaHHBIN BapuaHT. 8 u3 10 nereit
MOJIy4all KypChl CTEPOUAOB (5 — MpeIHU30JI0H, 2 — THJIPOKOPTH30HA aleTaT, 2 —/1eKCaMeTa30H).
[ToBropubie kypcel — 1. 1 pebGeHOK — OTCYTCTBYIOT HaHHble, | — ObicTpoe (Ha 7-il JeHb)
Ky[IMPOBaHUE CIa3MOB/TMIICADUTMUM Ha BajblpoaraX. D(P(EeKTHUBHOCTH CTEPOUIOB B OTHOLICHUHU
CHa3MOB W/WIM TUICApUTMUU cocTaBmia 88%. Bpems nactymienus spdexra — 6,3+2.9 nueii. B
KaTaMHe3€: PELUANUB SUIETICUU ¢ (POKaTbHBIMM NPUCTYNaMU — 7, y 6 U3 HUX — MyJbTH(QAKTOpHAs
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(apMaKOpe3nCTEeHTHOCTh; MEUaHa peuuanBa — 7 MecsieB. 4 nanuenTta B pemuccun (2 ¢ AU, 2 ¢
I'1), cpennsist ;NIUTETLHOCTL peMuccuu 2,6+1,2 ner.

3akiaodenue. [loCTHHCYTBTHBIC JMHIJICNTUYCCKHE CHAa3Mbl y BCEX JIeTEH OBUTM CBS3aHBI C
reMopparudeckum nospexaenueM mosra (80% I'H, 20% AWMU ¢ remopparudeckum mnepepoxIeHUEM )
Y BO3HUKaJM, KaK MPaBUJIO, B MEpPBble 6 MmecsueB nocie aerckoro uHcyibTa (80%). Ilpumenenue
CTEpOMIOB TOKa3ano KpaitHe BbICOKHM (88%) u ObICTphIil 3pdeKT B MOJABICHUHM MOCTHUHCYJIbTHBIX
9C.

KOMIVIEKCHASI MEJUKO-IEJATOI'HYECKASI PEABUJINTANUA I'VTYXHUX
JAETEU ITOCJIE KOXJIEAPHOU UMIIVIAHTAIIMHU B YCJIOBUAX JTHEBHOI'O
CTAIIMOHAPA

IOnak JI.H., Byrposa JI.A., BoaruenckoBa O.10., Octpu:knoBa E.A., [llanoBasosa A.JD.
I'BY PO «OIKFb»

AKTyajabHOCThb. KoxieapHass MMIUIaHTalMsT — COBPEMEHHBIM METOJ ITOMOIIM IUIYXUM JETSAM.
I'myxolt peGeHOK IOKEeH HAay4HUThCS MCIIOJIb30BaThb CBOM CIIyX B YCJIOBHUSAX €CTECTBEHHOM peuwu.
3anaya peabwinrtanuu — HayuuTh pebeHka ¢ KW pacno3HaBaTh 3ByKHM pedM, HCIIOJIb30BAaTh CBOM
CJIyXOBOH OIBIT IIPU OOLIEHUU. B oTIeneHnn Cronb3yroTcs pa3IuuHble METOUKHU 10 CIIyXOpEueBOil
peabunuranuu, pazpadorannsie B HUU yxa, ropina, Hoca u peuu r. Cankt- [lerepOypra.

Heab. PackpbiTHe BO3MOXXHOCTEH JaHHBIX METOAMK 10 Pa3BUTHIO CIIyXa M PEYH B YCIOBHAX
JACMP.

Marepuanbl u Metoabl. O6cnenoBano B 2017 r. — 14 genosek, B 2018 r. — 22 4denoseka, B
2019 r. — 34 genoseka, ot 1,5 mo 10 ner, ot orcyrcrBus peun g0 OHP, moakiroueHus ciyxoBoro
nporeccopa. Kaxaomy pebGeHkKy pa3paboTaH peaOMJIMTALMOHHBIA  MapIIpyT: e€XeJHEBHbIC
WH/IMBUYyalIbHBIC, TPYIIOBBIE 3aHATHS C CYpAOIEAaroroM, JIOTOTEIOM, MCHUXOJIOTOM, HalOIroaeHue
HEBpOJIOTa, CypA0Jora, npu ydacTuu poauteneil. Mcnonap30Baauch BUICO3aHATHS, JUCTAHIIMOHHBIE
KOHCYJIbTaI[HH.

PesyabTarbl. DPPEKTUBHOCTh HCHONb3YyEeMBIX METOJUK IO CIyXOpeueBOW peabuIuTaluu
3aBHCeNa OT MHANBUAYAIBHBIX OCOOCHHOCTEH M BO3MOXHOCTEH peOeHKa ¢ KOXJIEapHBIM HMILIAHTOM.
[Tocne KOMIUIEKCHBIX PeadMINTALMOHHBIX MEpPONPHUSATHHA BCE JETH BBIMUCBIBAINCH C Pa3IUYHON
CTETIEHBIO YIIYUIICHHS B BOCIPHATHM peuyd Ha ciyX. OTMeueHa TOJOXKHUTEIbHAs JWHAMHKA B
COCTOSIHUU COOCTBEHHOM peun netei. Poaurenu riyxux aereil MOMy4MiIM JOCTaTOYHOE KOJIMYECTBO
UH(OPMALIUH JIJTsI OPTAaHU3ALNH 3aHITHIA C peOEHKOM B YCIIOBHSAX CEMBH.

3akmouenne.  KoMIUIEKCHBIH ~ MEIMKO-TICMXOJIOTO-NIEIarOTMYeCKU  MOAXO0J  sSBIsETCA
NPUOPUTETHBIM B OPTaHU3ALUH CIYXOPEYEBOW PEeadMIUTAINN JIeTeH ¢ KOXJICapHBIMU MMILJIAHTAMH B
YCIIOBHAX JTHEBHOT'O CTallMOHapa MEIULUHCKON peadmInTalHH. WuauBUyanbHO-
TQGepeHITMPOBAHHBIN ITOIX0]] OTKPHIBAET UMIUIAHTHPOBAHHBIM TIYXHM JIETSIM HOBBIE BO3MOKHOCTH
JUISL pa3BUTHUS cIyXa U (YOPMUPOBAHMS YCTHOW pedH, JJIsl €CTECTBEHHOI'O peuyeBOro OOIICHUs B cpejie
CJIBIIIAIINX.

OCOBEHHOCTH ABCOJIFOTHOM MOIIHOCTH TETA-, AJTb®A-PUTMOB 33T
HA CTAIUAX HAIIPA)KEHUA U PEBUCTEHIIMU CUHAPOMA DOMOIMOHAJIBHOI'O
BBII'OPAHUSA

Axosenko E.A., Poxkkosa A.B., Uyrko JI.C., Cypymkuna C.1O., Auucumona T.H.

Hucmumym mozea uenogexa um. H.I1. bexmepesou PAH

AxrtyaabHocTh. COB npencrasiser coboil pusnueckoe, SMOIMOHATBHOE WIIM MOTUBAIIMOHHOE
UCTOIIEHUE, TO MHOTO(AKTOPHBINA MPOIECC, BKIIOYAIONINN B3aUMOICHCTBUE CTpecca, 0COOEHHOCTEH
LHEHTPAJIbHOM HEPBHOM CHUCTEMbl M JIMYHOCTH, TMPOU3BOACTBEHHON cpenpl. McciaenoBanus,
MOCBSILIEHHBIE aHAIM3Y KOPPEIAUN MEXIy MoKa3aTelsiMu cTpecca, craguamu COB u mapamerpamu
D3I HOCAT pa3HOHANPABICHHBIA XapaKkTep.
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eab. BEIIBUTH H3MEHEHHS a0COMIOTHOW MOIIHOCTH TeTa- U anb(da- auamnazonoB D3I Ha ¢oHe
3aKPBITHIX M OTKPBITHIX TIJla3 y MAlMEHTOB Ha CTaUM HANPSOHKEHUS U PE3UCTEHIMH CHHIpPOMaA
HMOIIMOHAJIBHOTO BHITOPAHUS 110 CPABHEHUIO C MPAKTUUECKH 3JJOPOBBIMU UCIIBITYEMbIMHU.

Marepuanabl u MeToabl. B uccinenoBanuu npunsuim yyactue 80 manueHtoB ¢ COB, cpennumii
Bo3pact — 33,7+5,7 ner, ctax — 10+4,3 ner. I'pynna «Hanpspkenue» — 28 yenoBek; rpyimra
«Pesucrennusy — 52 yenoeka. KonrtposbHas rtpynma — 143 denmoeka. OOpaboTka u
cratuctuyeckuit anamm3 DDl B Tera- u anbda-auana3zoHax MPH 3aKPBITBIX M OTKPBITHIX TJIa3ax
MIPOBOJIMIIUCH ¢ TToMoIIbI0 porpamMMbl WinEEG.

PesyabTarsl. B rpynne «lcromenue» no cpaBHeHUIO ¢ «KOHTPOJIBHOM TPYNIION» B YCIOBHSX
«ria3a OTKPBITBI» M «rJla3a 3aKphITh» ObLIO MOJyYeHO craThcThHuecku poctoBepHoe (p < 0,05)
YBEIMYEHUE MOLIHOCTH B TeTa-AMana3oHe B JIOOHO-neHTpanbHbIX oTBeaeHusx (F3, Fz, F4) u
IEHTPAJIbHO-TEMEHHBIX W 3aaHeBUCOYHBIX oTBeneHusx (Cz, C4, TS5, Pz; T6). B annpda-gunanazone
CTAaTHCTUYECKU JIOCTOBEPHOE CHIDKCHHE MOIIHOCTH OBLIO IMOJYYEHO TOJIBKO B YCIOBHSX «IJia3a
OTKpBITH» B 0OHBIX oTBeneHusX (F3, Fz, F4) (p < 0,05). B rpynmne «Pe3uctenuus» no cpaBHEHHIO €
KOHTPOJIBHON TPYIIION KaK B YCIOBHSIX «TrJ1a3a OTKPBITHIY, TaK U B YCIOBHUSAX «TJIa3a 3aKPBITHD OBLIO
MOJTy4EHO BBIPAKEHHOE CTaTUCTHUECKH TocToBepHOE (p < 0,05) cHMKeHHe KaK B TeTa-, TaK U B ajibda-
nuana3one. J[aHHOoe CHW)KEHHE OBUIO MOYTH 10 BCEH KOHBEKCHTAIBLHOW MOBEPXHOCTH, HAUOOJBIIHE
pasnuuus HaOIr0JaI0TCs B JJOOHO-IIEHTPAIBHO-TEMEHHBIX oTBeneHusx (otBeacHus F3, Fz, F4, C3, Cz,
C4,T5, Pz, T6).

3akaouenue. Ha cranuu «HanpsbkeHue» u3MeHeHUs B JJOOHBIX OT/ENaX KOPbI, BO3MOXKHO, 3TO
«OPUEHTUPOBOYHBIN» OTBET PETYIUPYIOIIUX CHCTEM, OTPAXKAIOUIUH TMEPBYIO PEAKIHUIO TOJOBHOTO
Mmo3ra Ha ctpecc. Ha craguu «Pe3ucreHuus» CHIKEHHE HOCUT TeHepaln30BaHHBIA Xapaktep. Takue
u3MeHeHuss DO MOTyT oTpakaTh OONIyr0 NUC(YHKIHIO CTBOJOBBIX CTPYKTYP M BOBIICYCHHOCTH B
MPOLIECC BCEX PETYIUPYIOIIUX CUCTEM B OTBET Ha CTPECC.

KIIMHUYECKAS XAPAKTEPUCTUKA CJIYYAA BOJIE3BHU HUMAHHA — ITUKA,
.COYETAHHUE TUIIOB A U B, Y PEBEHKA 2 JIET

®enoceea U.D., [loasinuesa JI.A., I'asmesa I'.10., I'esoprsn I'.C.

DI'BOY BO «Kemeposckuil cocyoapcmeenvlii MeOuyuHcKuil ynueepcumemy Munzopasa
Poccuu,
I'AY3 KO «Kemeposckas obnacmuas kiunuueckas oonvrhuya um. C. B. bensesa»

AktyanabHocTh. bonesnr Humanna — [luka — penkoe mporpeccupyroliee 3a0ojieBaHUE U3
IPYNIbl JIU30COMHBIX OOJIE3HEH HAKOIUIEHUS C ayTOCOMHO-PEIIECCUBHBIM THIIOM HacleJ0BaHUs.
Boigenstor yersipe tuna 6onesnn Humanna — Iluka. Tunm A xapakTepusyeTcsi paHHUM TsDKEIIbIM
NOpaXCHUEM  LEHTPaJbHOM HEpBHOM cucreMbl. Tun B mopakaer NpeMMyHIECTBEHHO
napeHXuMaTo3Hble opraHbl. PacnpoctpaneHHocTh THHOB A u B cocraBmser 1:250000
HOBOPOJKICHHBIX.

Hean. Onucanune KIMHAYECKOTO cirydas opdanHoro 3adoneBanus (6one3san Humanna — Iluka,
coyeTaHue TUIOB A u B).

Marepuanbl u Metroabl. KinnHuueckoe Habo/leHHE JEBOYKHU 2 JIET C AMArHo30oM: OOJe3Hb
Humanna — Iluka tun A/B; ¢ mpoBeneHHEM JOMOJHHUTEIbHBIX HMCCIEIOBAHUN: OMOXMMHUYECKOTO
aHayln3a KpOBH, O(TaIbMOCKONUHU, BUIAE0-DI[-MOHMTOPHUHIa, YIbTPAa3BYKOBOI'O HCCIIEI0BAHUS
OpraHoB OPIONIHON MOJOCTH, PEHTTeHOrpaduH JETKHX.

PesyabraTsl. [leBouka 2 ner, or 2 OGepeMeHHOCTH, 1 CpouHbIX pojoB. B 5 mec BbIsiBieHa
3aJepKKa MOTOPHOTO Da3BHUTHs, YBEIHYEHHE pPa3MepoB XHUBOTa, cyodebpummurer. C 18 mMec —
CHI)KEHHE  aKTUBHOCTH,  YXYAIIEHHWE TJOTaHusA, CyO(heOpuIuTeT, renarocruieHOMeraius;
reHEepalIM30BaHHbIE Cyqoporn 10 6 pa3 B cyrku. He yzaepkuBaeT TroloBy, HE CHIUT, HE
nepeBopaunBaercs. Jlupdys3Has runotonus, runopediexcus. [unepkuHe3bl B KOHEYHOCTSIX.
CencomotopHas ananus. Y3U OprourHON MOJOCTH BBIABMIIO yBeldHueHHe W auddy3sHoe M3MEHEHue
IICUEHH; YBEIMYCHHUE CElIe3eHKU. PeHTreHorpadus JIerkux: MHOXECTBEHHBIE MEJIKOOYaroBble TEHH.
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OOHnapyxenbl npuszHaku nuronusa B kpoBu: ACT — 231 EJl/n , AJIT — 294 JI/n. D0I:
SNWIENTUYECKON akTUBHOCTU HeT. OdrampMockonus: CHMOTOM «BHUIIHEBOM KOCTOUKM». BelsBieHO
CHIDKEHHE KOHLIEHTpaIu cuHroMmuenuHassl B KpoBu. Jlnarnos «bonesns Humanna — Iluka, Tunm A
1 B» noaTBepKIeH MOJIEKYIISIPHO-TEHETUYECKMMH METOJaMU UCCIIEI0BaHUA. Y POJMUTENICH BBISBICHA
MyTalus, NoATBepxkaatomas 6onesHs Humanna — [luka B reTepo3UroTHOM COCTOSIHUU: Y MAaT€PH —
il A, y otiia — tuin B.

3akmouenue. JlmarHoctuky Oonesnn Hwumanna — Iluka 3atpynaser noaumopdusm
KJIMHUYECKUX IPOSIBICHUM, BapuaOenbHOCTh BO3pacTa MaHHU(ecTaluu, peAKocTh 3a00sieBaHUS B
nomyysiiiu. bone3np Humanna — Iluka tun A/B B mpencTaBIeHHOM ciydae XapaKTepHU30BaIach
Nne0I0TOM Ha HEPBOM TOAY JKU3HHU, HEYKJIOHHBIM INPOTPECCUPOBAHMEM, MOPAKEHUEM LEHTPATbHOM
HEPBHOM CHCTEMBI, JIETKMX, II€YEHH W CEJE3€HKH, BBIPAXKCHHOW 3aJEPKKOM ICUXOMOTOPHOIO
pa3BUTHS.

COCTOSIHUE BUODJIEKTPUUYECKON AKTUBHOCTHU I'OJJOBHOI'O MO3T'A ¥V
MOJPOCTKOB C OCOBEHHOCTSAMHA SMOIIMOHAJIBHO-BOJEBON COEPHI

IMuneBuu K.M. ,®@enoceea U.D., [ITnneuu O.C.

@I'FOY BO «Kemeposckuti 2ocyoapcmeeHHbll MeOUYUHCKULL YHUBEPCUMEN »,
I'AY3 «Kemepoeckas obnacmuasn knunudeckasn oonvruya um. C.B. bensesay

AKTYyaJIbHOCTD. JleTpecCUBHBIE U TPEBOXKHBIE COCTOSHUS SIBIISIIOTCA OJHUM U3 OCHOBHBIX
(akTOpoB ayToarpecCUBHOro MoBeAeHMs. POCT uuciaa MOAPOCTKOBBIX CYHWLIMJOB HaOIHOJAaeTcs BO
MHOTUX CTpaHax U 00OCHOBBIBAECT HAY4YHBIN MOUCK B 3TOI 0OnacTu. B HacTosiiee BpeMsi BBISIBICHUIO
CBSI3W JIMYHOCTHOW TPEBOKHOCTH M JICHPECCHBHBIX COCTOSHUHM C OMODJIEKTPUYECKON aKTUBHOCTHIO
(B2A) ronoBHOro Mo3ra MOCBSIIEHO 3HAUUTEIBHOE YUCIIO UCCIIEOBAHUIA.

Heanb. OnpenenuTs CTENEHb BBIPAKEHHOCTH TPEBOTH UM JIENIPECCHUU; COMOCTAaBUTH MapaMeTpbl
SMOLMOHAIBHO-BOJIEBOTO COCTOSTHUS U OMORJIEKTPUYECKON aKTUBHOCTH TOJIOBHOT'O MO3Ta MOAPOCTKOB.

Martepuanbl u metoabl. O0cienoBaHo 76 TOAPOCTKOB, u3 HUx 35 (46,1%) ronomeit, 41
(53,9%) nesymxka. CpenHuii Bo3pacT obOcienoBaHHbIX coctaBmsn 16,0+0,11 ner. Ilpumensnu
rocrnuranbHylo mkany Tpesoru u nenpeccun (HADS) A.S. Zigmond. Becem noapocTkam BBINONTHEHA
anekTposHiedanorpadhuss Ha  mopTraTMBHOM  ammapare  «OHiedanan-230-P-19/26».  [lns
CTAaTHCTHYECKOM 00pabOTKH MPUMEHSUTH TTporpaMmy Statistica 6.0.

PesyabTaThl. OmnpeneneHa cTeneHb BBIPAKEHHOCTH TPEBOTM U JIEMPECCHM; CONOCTAaBIICHBI
napaMeTpbl AIMOLMOHAILHO-BOJIEBOTO COCTOSIHUSA U OMO3JIEKTPUYECKON aKTUBHOCTH I'OJIOBHOI'O MO3Ta
HOJJPOCTKOB.

3akimouenue. CpeHuil ypoBeHb TPEBOTU M JEMPECCUH y OOCIEAOBAHHBIX MOAPOCTKOB 15-17
JeT COOTBETCTBOBAI HOPMAJbHBIM 3HAYeHUSM. BbIsgBI€HAa B3aMMOCBS3b IOBBILICHUS YPOBHS
NENpPEeCCUy y MOJPOCTKOB C YBEIMUYEHUEM YacTOTHI aliba-puTMa. Y MOJPOCTKOB C BHICOKMM YPOBHEM
TPEBOTM BBISIBIIEHA JI€30pTaHM3alUs OMODJIEKTPUYECKOH AaKTHUBHOCTH TOJOBHOTO MO3ra C
npeobnaganremM audGy3HON TeTa-aKTUBHOCTH.

CHUHAPOM BHYTPUYEPEITHOM I'MIEPTEH3UU U CUJIEPOIIEHUS Y MJIAJIEHIIEB
B BOCCTAHOBUTEJIBHOM INIEPHOJE IIEPUHATAJIBHOT'O ITOBPEKJIEHUA
HEPBHOW CUCTEMBI

.. I'aiinernunoBa, /. @. I'aneeBa
IOV BIIO «Kazanuckuu I'MY»

AkTtyaabHocTh. Hanbosee akTyalbHBIM BOIPOCOM B COBPEMEHHOM INEPUHATOJIOTUHU SIBISETCS
W3YYEHHE TMPOIECCOB MOCTHATAILHOTO IMEpHoJa y ACTEH, MEepeHEeCInX LepeOpallbHyI0 HIEMUI0 B
ponax. Y 3THX AeTel JbIXaTelbHasi TUTIOKCHS MOXKET COYETAThCSl C TEMHUYECKOM, YTO OyIeT MPUBOIUTH
K BTOpH‘-IHOfI TKaHEBOU T'UIIOKCHUHU, KOTOpasd, Kak U3BECTHO, U ABJIACTCA OAHUM M3 3BCHLCB MATOICHE3a
BHyTpHruepenHoi runepren3uu (BUI') y mnanenmes.
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Henb. YcraHOBUTH B3aMMOCBS3b KIMHUKO-MHCTPYMEHTAJIbHBIX IIPOSBICHUM CUHIPOMA
BHYTPUYEPEITHOM TUIEPTEH3UU NEPUHATATBHOIO IOCTTUIIOKCHYECKOTO TeHe3a C IOoKa3aTelsiMu
reMoryioonHa u (heppuTrHa y AeTel IePBOro roja XKu3H

Marepuanbl U Metoabl. O0cinenoBano 94 pebenka ¢ cunapomom BUIT mepuHarambHOTO
IOCTTUIIOKCHUYECKOI0 F'eHe3a B 6-MeCs/UHOM Bo3pacTe. bbui Mcnonb30BaHbl aHAMHECTUUECKUIM METO/,
KIIMHUKO-HEBPOJIOTUYECKUHN (OIIEHKa COMAaTUYECKOr0 W HEBPOJIOTHYECKOro CTaryca ¢ MPUMEHEHHUEM
60-6ampHol mKanel «OTBI»), naGopatopubliii Meton (uccrienoBanue ypoBHs Hb u depputnna),
cTaTucThyeckas o0paboTka HaHHBIX (t-kputepuil CThIOJEHTA, KOPPEISILIMOHHBIN aHATN3).

PesyabTaTsl. [Ipu BHemHeM ocMoTpe y 79 nereli (84%) BBISIBICHBI OJIGTHOCTh B MPAMOPHOCTH
KOKHBIX TTOKpPOBOB. PyTHHHOE HccieoBaHie KpaCHOW KPOBU B pPaMKaxX KOMILIEKCHOTO 00ciie10BaHus
nereil oOHapyxuio y 66% (62 4en.) cHmkeHHe ypoBHs remorioduna Hwke 109 r/n. Pacnpenenenue
o0cJeIoBaHHBIX JIeTell B 3aBUCHUMOCTH OT CTEHEHH TSKECTH KIMHUYECKHX MPOSIBICHUN
BHyTpuuepenHoil runeprensuu (no llkame OTBI') BbuiBuino y 76,6% nereit (72 4en.) JIerkyro
crenenb, y 22,3% oOcnenoBaHHbIXx (21 4Yen.) — CpeAHIO CTENeHb TsKeCTH. [IpoBeneHHBIM
KOPPEJSIIMOHHBIM aHAJIM3 YPOBHS FeMOIVIOOMHA M CTENEHU TSXKECTH BHYTPUUEPEIHOW TMIEPTEH3UH,
omleHeHHON 1o 60-6amibHoi mkane OTBI, BBISIBUI CHIBHYIO OTPHUIATEIBHYIO B3aUMOCBS3b
nokazareneid (R = -0,72): yem HIKE YPOBEHb T'eMOTJIO0OWMHA, TeM O00Jiee BBIPAKEHBI KIMHHUYCCKHE
MPOSIBIICHUSI CHHpPOMa MOBBIIICHHOIO BHYTPHUYEPENMHOro naBieHHs. Tak ke oOHapyxeHa CpeaHss
orpunarenbHas koppensust (R = -0,55): yem Huke conepkanue (GpeppuTHHA B KPOBH, TEM TsDKEIIEE
KIIMHUYECKHE MPOSIBIICHUS] CHHAPOMA MOBBIIIEHHOTO BHYTPUYEPEITHOTO JIABICHUSI.

3akiarouyenue. BolsiBIeHHbIE M3MEHEHMs MOKa3aTelell KpOBU: aHEMHS M CKPBITHIM JIeduuuT
xkenesa y wianeHneB ¢ BUIT Moryr cBuuperenbcTBOBaTh 00 OTCYTCTBHH BO3MOXHOCTH K
BOCCTAHOBJIEHUIO B YCJIOBHUAX CHUAEPONEHUU Yy NAUHMEHTOB C IEPEHECEHHON Trurokcuen. Takum
00pa3oM, MOKHO TOBOPUTH O BO3HUKHOBEHUU «IIOPOYHOTO KPyra» y MIIaJICHIEB, UMEIOIUX ASPUIIUT
JKeJle3a U EPEHECHINX MMIIOKCUYECKU-UIIIEMUUYECKOE TTOBPEKIEHUE IOJIOBHOTO MO3Ta B PO/IaX.

MEXAHW3M PACCTPOMCTBA JETEW C HEUPOCOMATHYECKUMH
PACCTPOMCTBAMMU

Maxapos A.B., Mocenkosa T.M.

CIIoI'BY3 2opoockas noauknunuka Ne 44
Jlemcxoe nonukaunuueckoe omoenenue Ne 41

AkTyajabHOCTh. OcnabneHue wWiIM YCUJIEHUE PEQIIEKTOPHBIX CBSI3€M MEXIy CHCTEeMaMu
OpraHu3Ma NpPUBOJUT K Pa3BUTUIO pPa3IMYHbIX 3a00J€BaHUN, B TOM YHUCIE€ U B IeIUATPUH.
AKYNyHKTYpHOE BO3/JCHCTBHE MPUMEHSETCS Uil JIeUeHUs AETed, CTpaJalolIMX COMATUYECKUMHU U
HEBPOJIOTUYECKMMH PaCCTPOMCTBAMM.

Hean. UccnenoBanue 3pPpexkTuBHOCTU peduieKcoTepanuu B HeHponeauaTpuu.

Marepuansl u meroanl. Habmonmamncr 33 pebenka 8—12 ner ¢ sBienusmu MMJ,
MOpaXEHUSIMH KOXKU JKeITyAKa, AbIXaTenbHbIX myTed. [Ipum pedriekcoguarHocTike BBISBISUIUCH
HapyleHus pedIeKTOPHBIX CBs3eil MeXly HEpBHOM CHCTEMOW M KaHAJIaMH IOYEK, XKeJy/IKa, cepala,
JETKUX U JKEIYHOro IMy3bIpi. B COOTBETCTBHM € H3MEHEHUSIMU MPOBOJWIACH pedIieKcoTepanus
PETYJINPYIOINM JIEHCTBUEM Ha JUCTAIBHBIE, IIEHHOBOPOTHUKOBBIE U CETMEHTAPHbBIE AKYITYHKTYpPHBIE
30HBI.

PesyabTaTel. Y 25 gerell HaOmOJanoch 3HAUMTENBHOE YMEHBIICHHE Pa3paKUTEIbHOCTH,
WHTEHCUBHOCTU TOJIOBHBIX 0O0Ji€ll, MOBbIIIEHHE pabOTOCTIOCOOHOCTH U YCTOMYMBOCTH K Harpy3kaMm.
BbIpa)k€HHOCTh COMATHYECKMX CHUMITOMOB CTOMKO yracaja. Y &8 pered, HapylaBIIMX PpPEXUM
MUTaHMs, HEBPOJIOTWUYECKAss M COMAaTHYecKass CHUMIOTOMAaTHKAa YyMEHbIajgach HE3HAUUTEIbHO U
KpaTkoBpeMeHHo. Ilpm JuHaMuyeckoM HAOJMIOACHWM KaHaJbHbIE CBSI3UM, COOTBETCTBYIOILME
BETE€TaTUBHOM PETYJISILIUU BHYTPEHHUX OPTraHOB, BOCCTAHABIMBAINCH y J€TEH, HE HApyIIaBUINX JAUETY.

3akmouenue. Peduexcorepanus gereil ¢ HEHPOCOMATHUECKUMH  PacCTpoiicTBaMu
BOCCTAHABIIMBAET BEr€TaTUBHYIO PETYJSALNI0 U (PYyHKIHOHAIBHYIO aKTUBHOCTh BHYTPEHHHUX OPIraHOB,
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YTO CHIXKAaeT uX pazapaxatomee xaerictBue Ha [IHC, cHmxas BBIpaXEHHOCTh OOIIEMO3TOBON
CUMIITOMATUKH. Hapymenne Je4eOHOro pexuMa CHHKAET 3¢ EeKTUBHOCTD
peduiekcoTepaneBTUYeCKOro ISHCTBHUS U YCHIIMBAET CHMITOMATHKY.

ATIITAPATHOE JIEYEHHME B JETCKOW HEBPOJIOI' U
Maxkapos A.B.

CII6I'BY3 eopodckas nonuxiunuxa Ne 44
Jlemckoe norukaunuueckoe omoenenue Ne 41

AkTyanbHOCTh. HeBposiornueckue HapymieHus y JeTed oT 2 110 5 JIeT COYeTaroTcsl C
uH(peKIMoHHO-a/eprudeckoir nmaronorueir JIOP-opraHoB. DneKTpoCTUMYNSIUS, BUOPO3BYKOBOE U
CBETOBOE BO3/CHMCTBHE HAa aKYMyHKTYpHbIE 30HBI PEryJIUPYET BEreTaTUBHO-PE(IEKTOPHBIE CBS3U
mexay [IHC u BucuepanbHbIMU cucTeMaMu. MeXaHU3MbI PETYJISIUU ITUX CBSA3€H KOPPEKTUPYIOTCS
CErMEHTapHBIM U MapaBepTeOpalibHbIM (PU3NOTEPANIeBTHUECKUMH BO3/ICHCTBUSMHU.

Heasb. WM3ydyenue »sddextuBHOCTH coueraHuss peduexco- U (usmorepanum Aered ¢
HEBPOJIOTUYECKHUMH U COMAaTUYECKUMU 3a00JIeBaHUSIMHU.

Marepuaabsl U Meroasl. B JII1O 41 nabmonanuce 120 nanueHToB 2—4 NeT ¢ HApyIICHUSIMU
peud U moBeeHus Ha ¢oHe puHOoaneHouauTa. [IpoBonuiachk aKkymyHKTypa ammaparaMd «AKYIeH»,
«Burapon», «Munra-®-5», 3aTreM Ha3HAYaIUCh (HOTOXPOMOTEPANUS U AIEKTPO(OpEe3 COCYAUCTHIX
npenapaTtoB. TakuM 00pa3oM peryaupoBaIuCh MUKPOLUPKYIALUS, TUM(POOTTOK, MBIIICYHBIH TOHYC,
CTa0MIIN3anus KIETOYHBIX MEMOpaH.

Pesyabratel. YV 102 pereii (85%) oTMeuanoch pacmidpeHHE CIOBAapHOTO 3araca, OXKHBIICHHE
MOHOJIOTA, CHIDKEHHE BO30YAMMOCTH, MOBBIIICHWE MHTEpECa K PAa3BUBAIOIINM 3aHSATHIM, YPEKECHHE
ciydae OP3. V 18 npereit (15%) oTMeuanoch pa3BUTHE CIOBONPOM3HOIICHUS, YIPOIIEHHOTO
(Gpa3onocTpoeHUs: Mpu  IOCTENEHHOM  YMEHBIIEHWHM HMOLMOHAIBHOM  HEYCTOMYMBOCTH U
3200J1€Ba€MOCTH.

3akarouyenue. Bubpo3Byk, uH(]pakpacHOe WH3IydeHHE, IIOCTOSHHOE MAarHUTHOE II0JIE,
HU3KOYaCTOTHBIE UMITYJIbCHBIE TOKH U (pU3HOTEepanusi IpU HEBPOJOTHUECKUX PACCTPOMCTBAX y aeTei
mo 4 ner ¢ uHpeKuMOHHo-ayulepruyeckoil  matosorueil  JIOP-opranoB — HOpmamuzyeT
HEHUPOIHIOKPUHHYIO PETYJALMIO, MUKPOLUUPKYJISLIUIO U KIETOYHBIM MMMYHHUTET. BBIpak€eHHOCTH
neyeOHoro 3(dekxra 3aBUCUT OT 00bEMa HEBPOJIOTHUECKUX U COMATHUECKUX PACCTPOMCTB.

HCIOJb30BAHUE HOOTPOITHOM TEPATIMHA Y JTETEM C PA3JIUYHBIMHA
NCXOJAMHU NEPUHATAJIBHOT O 'NITOKCUYECKOTI'O TIOPA’KEHUA I'OJIOBHOI'O
MO3TrA

IIumuenko E.B., Knemenko E.N.

@I'BOY BO Kybanckuii 20cyoapcmeenviii MeOUYUHCKUL YHUgepcumem

AKTyajabHocTh. [leprHaranbHas TUIIOKCUS SBJISETCS OAHOW M3 OCHOBHBIX NMPUYMH HAapyIIEHUS
NOCTHATAJIbHOM aJanTaluy, JalbHEHIIIEro HEPBHO-TICUXHMUYECKOTO Pa3BUTHS PeOCHKaA.

Heab. M3yunTh pe3ysibTaTsl WCIONB30BAHHS HOOTPOITHOM TEpANMM Yy AETEH C pa3IMYHBIMU
MCXOJaMH NEPUHATAIBHOTO TMIIOKCUYECKOI0 OPAXKEHUS FOJIOBHOIO MO3ra.

Marepuanbl U MetToabl. B uccienoBanne BkItoueHbl 136 nerelt, mepeHecmmx acHuKCHUIO B
poJax W/MIM BHYTPUYTPOOHYIO THIOKCHIO. AHAajIM3 IICUXOMOTOPHOTO DPa3BUTHSA JAETeH B TeUeHUE
NEepBBIX 2 JIeT JKU3HU [O3BOJIMJ BBIIBUTH HeBposioruueckuit nepuuur y 55 (40,4%) nereit,
(GyHKLIMOHANBHBIE paccTpoiicTBa HepBHOW cucrtembl y 81 (59,6%) pebenka. Onenka IIMP
nposoauiack no mkaine CAT/CLAMS. Ilpu ¢popmuposanuu LI ypoBeHb MOTOPUKH ONpeesics
no cucreme GMFCS.

Pesyabrarsl. HooTpomHyro Tepanuio Ha 1-M TroAy JKM3HM MOJy4YaJid BCE [JE€TH C
HeBposiornueckuM nepunurom u 51 (59,6%) pebeHok ¢ QpyHKIIMOHANBHBIMU paccTpoicTBamMu. [Ipu
(OopMHPOBAHNN HEBPOJIOTMUYECKOTO Ae(UIIMTA JETKUE IBUTATEIbHbIE HAPYLICHHUs, COOTBETCTBYIOLIHE
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I u II ypoBHio moropHbIX ¢yHkuuii mo GMFCS, umenn 14 (25,5%) nereit. Y HuUX ompeneneHsl
noka3arenu pasputusa no mkane CAT/CLAMS (M=e): k peueBoro pazsutusi (PP) 43,1+£8,6% B
Bo3pacrte 1 roma u 49,7+7,8% B Bo3pacte 2 net (p < 0,05), a Takxe k moznaBarensHoro passutus (I1P)
50,6+9,7% B Bo3pacte 1 roma u 58,3+8,2% B Bo3pacte 2 jnet (p < 0,05). ¥V gereit ¢ III, IV u V
ypoBHEM pa3BUTUsi MOTOpHBIX ¢yHKuuid mo GMFCS cratucTuyecku 3HAYMMBIX pa3IUuuil He
BBIsIBIICHO. [Ipu PyHKIIMOHAIBHBIX pacCTPOWCTBaX HEPBHOUM cucTteMbl nmoka3atenu PP u 1P mo mkane
CAT/CLAMS B Bo3pacte 1 roga y aerel, Mody4yaBIIMX HOOTPOIHBIC HpenapaThl, CTATUCTHYECKU
3HAYMMO TpeBbIanu nokasarenu PP (Benmnuuna a¢dexra d = 0,53 mpu p < 0,05) u I1P (d = 0,51 ipu
p < 0,05) COOTBETCTBEHHO Yy JETEW, HE MOIYYaBIINX HOOTPOIIHBIE IIPENIapaThl.

3akarouenue. [IpoBenennoe ncciaenoBanue nokasano 3(GHEeKTUBHOCT, HOOTPOITHOM Tepamnuu y
nereid ¢ (YHKIMOHAJIBHBIMH pPACCTPOMCTBAMHM HEPBHOM CHCTEMBI, a Takke Yy JeTed ¢
HEBPOJIOTUYECKUM J1e(DUIIUTOM, UMEBILUX JIETKWE ABUTaTEIbHbIC HAPYIICHHsI, COOTBETCTBYIoIME | 1
II ypoBHto hopmupoBanus motopuku no GMFCS.

INOUCK PAHHUX INTPEJUKTOPOB HAPY[[IEHI:II71 O®OPMUPOBAHUS BBICHINX
INCUXNYECKHUX ®YHKIIUU U PEYN

Koxymko H.FO., EBiokumos C.A., bennkoBa E.B., Matsees 10.K., [lonomapesa E.A.
UMY PAH

AKTyanbHOCTb. ClOXMBIIAsCS cHUCTEMa aMOyJaTOPHOTO CKPUHHUHIA 370pPOBbs MIIAJICHIIEB
TaKOBa, YTO K KOHI[y IEPBOrO TroJa >XU3HH TP YMEHBIICHUU/UCUE3HOBEHUU MATOJIOTHYECKON
HEBPOJIOTUYECKON CHUMITOMAaTUKM PEeOEHOK CHMMAaeTCsl C yd4era, 30Ha 2—3-JIeTHEro BoO3pacra co
CKPBITBIMU (DaKTOpAaMH «OTJAJICHHBIX» PHCKOB HEPEIKO OKa3bIBaeTCS OEJBbIM IMSATHOM Kak st
HEBPOJIOTOB, TaK U JUIsl HEHPOPHU3UOIOTOB.

Hean. Ilenpio HACTOSIIETO HCCIEAOBAHHUS CTaJl TOUCK OCOOCHHOCTEW OMODIIEKTPUUYECKOU
AKTUBHOCTH TOJIOBHOTO MO3ra, KOTOpPbIE MOTYT CIYXHTbh HEHPO(DU3NOIOTHUYECKUMHU HPEIUKTOPAMHU
OTCTaBaHUs B Pa3BUTUU BbICIIUX Ncuxuueckux (GyHkuui (BIID) u peun y nereil Ha Gosee paHHHMX
JTanax OHTOr€He3a Ha OCHOBE UCIIOJIb30BaHUsI METOA AHAJIN3a HE3aBUCUMBIX KOMIIOHEHT D0I.

Matepunanbl M MeTOABL. Y OTCTAIONIUX JETEH pa3HOro BO3pacTa MeajeHHas akTUBHOCTh Obliia
JIOCTOBEPHO BBIIIE IO CPABHEHHMIO C KOHTPOJBHOW Tpymnmol, BeiiBieHo npu 3IIPP u coBnanenune
JIOKQJIbHBIX MCTOYHUKOB: B JIEBOW B HMXHe-ToOHOU u3BminHe (none 44 bpoamana no sLORETA), B
IpaBoil 3a/IHEBUCOYHO-3aThUIOYHOM obnactu (mosie 37). B mmammem Bo3pacte Obl1 0OHapyKeH elle
OJIMH JIOKAJIbHBIM UCTOYHUK B IPaBOW BUCOUYHOM obnacTu (mosie 21).

PesynbraThl. AHamu3 CHOEKTPAJIBHBIX KOMIIOHEHT MOKAa3aJl, YTO Y OTCTAIOLIMX JAETEH pa3HOro
MEJUICHHAasi aKTUBHOCTh OblJIa JIOCTOBEPHO BBINIE IO CPaBHEHUIO C KOHTPOJBHON rpymmou. Y
OTCTAOLIMX JIETEH MIIAJIIErO U CTApLIEr0 BO3PACTa BHISBICHO COBIA/ICHUE JIOKAJIBHBIX UCTOYHUKOB: B
JeBoi B HMXKHe-TOOHOHM m3BwinHe (none 44 bpoamana mo sLORETA), B mpaBoil 3a/1HEBHCOYHO-
3aTpuIoyHON obnactu (mone 37 bpoamana). B mmaamem Bo3pacte OblT OOHapyKeH elle OJuH
JIOKaJIbHBIN UCTOYHUK B IpaBoi BUCOYHOM oOnactu (mosne 21 bpoamana).

3axmouyenue. Hannune ncTouHNKA MEIJICHHON aKTUBHOCTH B IPABOM BUCOYHOM 00JIACTH KOPBI
B paHHEM BO3pacTe MOXKET CIIY>)KUTb IMPEIUKTOPOM PHCKA OTCTaBaHMs B Pa3BUTHH. Y BCeX JeTell ¢
3IIPP BblaeneHa KOMIOHEHTA C IIMPOKMM PAaCHpENElICHHMEM Y MOTOPHBIX LIEHTPOB PEYM JIEBOTO
noJiyliapusi, IpU4YeM B CTapuieM Bo3pacTe — TMpu pas3HbIX ¢opmax HapymeHud. I[lokasana
BO3MOXKHOCTH BEPHBIX KJIacCU(UKALIUI C UCTIONIBb30BaHUEM JaHHBIX HEHPOMapKePOB.
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BHYTPUXKEJTYATOYKOBBIE KPOBOU3JIUAHUSI B HEOHATAJIBHOM NEPHO/JIE
Y HEAOHOIIEHHBIX JETEU, UX UCXOAbI 1 BJIMSAHUE HA PASBBUTUE B PAHHEM
BO3PACTE

Kesueponok U.B., llanbkeBuu JI.B.

benopycckas meouyunckasn akademust noCieOUnioMHo20 00pa3o6anus

AKTYaJIbHOCTb. BBDKMBAa€MOCTh HEJAOHOUICHHBIX JETEH YBEIMYUBACTCS C  IIOMOIIBIO
COBpEMEHHBIX TexHojoruil. Jletm co cpoxkom recranuu MeHee 34 HeJelb YacTO MMEIOT
BHyTprkenynoukoBsle kpoBousnusaus (BXKK) I[-IV crenenu. ITocne BXKK B0o3MOXHBI pa3ianuHble
UCXOJIbl: C UBMEHEHUEM CTPYKTYpHOM OpraHu3aluy Mo3ra U (pOopMHpPOBAHUEM MEPUBEHTPUKYISIPHON
neiikomassiiuu (IIBJI) m  Ge3  JOCTOBEpHBIX CTPYKTYPHBIX HW3MEHEHMH MO0 pe3yjibTaram
HEHpOoBU3yaIHU3aIiH.

Heasb. Cpauurs Biausaue BXKK II crenenn u [IBJI Ha nBurarenpHoe, peueBO€ pa3BUTHE
HEJIOHOIIEHHBIX JieTel (Cpok recranuu 28—34 Henmenun) B 2-JIE€THEM BO3pacTe.

Marepnanbsl W MerToabl. BBINOIHEHO  KOTOPTHOE  PETPOCHEKTUBHO-NPOCIEKTUBHOE
CpaBHHUTEIBHOE HcclieoBaHre. BritoueHbl 83 HEJOHOIIEHHBIX HOBOPOXKIEHHBIX CO CPOKOM I'eCTalluu
28-34 nenemu. Chopmupoansl 18e rpynmsl: 1-g rpynmna ¢ BXKK 1l crenenn B HeoHaTamsHOM TIEpHOJIE
(n = 47) u 2-a rpynna ¢ IIBJI (n = 36). B 2-netHeM BO3pacTe pe3yJbTaThl HEBPOJOTHYECKOTO,
pEeYeBOro craTyca JIeTei COIOCTaBIICHBI.

PesyabTaTsl. OlleHKa KOHTPOJIUPYEMBIX IMPHU3HAKOB IOKa3ala, YTO HapyIIEHHE MOTOPHOTO
pa3BuTUs ¢ (HOPMUPOBAHUEM CHACTUYECKOTO TETparape3a 3HauuMoO pa3inyaiuch B 1-i u 2-i rpynne:
2,1% (1/47) u 66,6% (24/36), coorBerctBerHo, pdumepa < 0,001. Hanuuue 11BJI B HeoHataabHOM
nepuozie B 92 pas3a NOBBIIIAET LIAHCHI HAa JABUraTeNIbHbIE HApYIIEHUs y AeTel B Bo3pacte 2-i1eT (OR =
92; 95% M [11,28; 750,45]) o cpaBuenuto ¢ B)KK II. I'mazonBuratenbHbple HapyuieHus (Kocoriasue,
BPOKJIGHHBI HUCTArM M Jip.) oTMevyainuch B 6,3% (3/47) u 69,4% (25/36), coorBeTcTBEHHO B 1-i1 1 2-i
rpynnax, p®umepa < 0,001. Hanmuue [1BJI B HeoHaTaibHOM niepuoie B 33 pa3a MOBBIIIAET IIAHCHI HAa
TJIa30[BUTaTeIbHbIC HapyieHus B Bo3pacte 2 yet (OR = 33; 95% /1Y [8.,49; 130,88]), mo cpaBHEHHUIO
¢ BXXK II, p < 0,001. Ouenka peueBoro pa3Butus B 1-ii ¥ 2-ii rpymie noxkasaiaa 3Ha4YUTEIbHYIO JOJII0
HapyIIeHWH U OTCTaBaHUs POPMUPOBAHUS PEUCBOM QYHKIIMU B IBYX rpynmax: 46,8% (22/47) u 66,6%
(24/36), 6e3 3HaunMBbIX paznuuuii, pdPummepa = 0,056.

3akmouenue. [Ipu BXKK II crenmenn uMeroTcss BBHICOKHME TOKAa3aTeNId HAPYIICHUH PEYeBOTO
pa3Butus, conoctaBuMele ¢ IIBJI, uto yka3eiBaeT Ha otnaneHHsie nocineactsuss BXXK II u na pons
NEPUBEHTPUKYJISPHBIX 30H B Mpolieccax GOPpMUPOBAHUS PEUEBOT0O PAa3BUTHSI B paHHEM BO3pacTe.

KOHI'EHUTAJBHBIA MUACTEHNYECKUWII CUHJIPOM Y CUBCOB,
OBYCJIOBJIEHHBI KOMIIAYHJTETEPO3UTOTHOM MYTALIMEN B TEHE
CHAT: COBCTBEHHOE HABJIIOJEHUE

JInxaues C.A., Kynukosa C.JI., Kammuna A.P., KossipeBa U.B.

Pecnybnuxanckuii Hayuno-npaxmuyecKuti yeHmp He8poI02UU U HeUpOXupypeuu

AxktyaabHocThb. KoHrenutanbHbii  muacrennuyeckuit  cungpom (KMC) —  rpymma
HACJICJICTBEHHBIX 3a00JIeBaHUM, XapaKTEPHU3YIOMIAsCs HAPYIICHHEM HEPBHO-MBIIICYHON Tepenayn Ha
OJTHOM W3 YPOBHEH: MPECHHANTHYECKOM, CHHANTHYECKOM, MOCTCHHANTHYECKOM, MPOSBIISIONMIASICS
MHUACTEHUYECKUMH CUMITOMAaMHU, a TAK)KE Y YaCTH MAI[MEHTOB 3MU30AMUECKUM altHO?.

Hean. Onucate cOOCTBEHHOE KIMHUYECKOE Habmonenne 1Byx cudcos ¢ KMC.

Marepuanbl u ™metroasl. llon HammM HaOmOJAEHWEM HAXOIWTCS 2 pOAHBIX Opara ¢
knmnHndeckod kaptuHod KMC, nuarHo3sl KOTOPBIX OBUIM  TOATBEPXKIECHBI  MOJIEKYJISIPHO-
TeHETHUYECKUM 00CIIeIOBAHUEM.

Pesyabtarnl. [lamment A., 14 ner. KamoOsl Ha yTOMIIIEMOCTb, M3MEHEHHUE TOXOJAKH IPH
JUTUTETIFHOU X0/b0e. B HEBpPOIOTHYECKOM CTAaTyCce MBIIICYHAs TUIOTOHUS, CHJIA MBI 5 OaljioB.
[Tocne ¢u3nueckol HArpy3Ku «yTHHas TMOXOJKa», CHJIA B BEPXHUX KOHEYHOCTAX S5 Oamios. [lpu
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anekTpoHeiipomuorpadpun (OHMI') HapymieHre HEpBHO-MBILIIEYHON Nepeaay mocie (u3ndecKoi
Harpy3ku ¢ m.tibialis ant dex. ITanment b., 10 net. )KayioObl Ha M3MEeHEHUE TOXOAKU TIPH Xoab0e. B
HEBPOJIOTUYECKOM CTaTyCe MBINICYHAs THIIOTOHHS, MBIIICYHAs CHiIa 5 OallIoB, MOCie (PU3NUYECKOM
HArpy3Kd «yTHHas TOXOJIKa», ci1ab0CTh B CTONAaX, CHJIAa B MPOKCUMAJbHBIX OTIENaX BEPXHHUX
KOHEYHOCTeN cHukaercst 1o 4 Oamnos. [Ipu DHMI' HapylieHne HEpBHO-MBIILICYHON IEpetadyu c
Deltoideus sin. mocne ¢usnueckord Harpy3ku. Ilpum reHeTHYecKOM OOCJIEIOBaHMM — BapHAHTHI
HYKJICOTUJIHBIX TochenoBaTenbHocTed B 7 U 14 sk3oHax rena CHAT B koMmayHITreTepo3UroTHOM
COCTOSIHUM. B KauecTBe MEeIMKaMEHTO3HOW Tepanuu MUPUIOCTUIMUH B cyTouHOU go3e 120—180 mr,
Ha (OHE MpreMa KOTOPOTO He3HAUNTEIPHOE YMEHBIIICHHE CITa00CTH.

3akiouenue. [IpenmyiecTBeHHas JoKanHu3aus ciaboctu y cubcoB ¢ myTtarueit B rene CHAT
HaOMOlamach B HIDKHUX KOHEYHOCTSIX, JMU30/I0B arHOd W Oynb0apHBIX HapyIIEHWH B HAIIUX
HAOIO/IEHUSIX HEe ObLIO. Y OJHOr0 M3 MallMeHTOB OTMEYAETCSl YMEHbIIEHHWE CUMIITOMOB MHACTEHUU
Opu  HACTYIUIGHMHM myoOeprata. lcnonp3oBaHWE MHUPUAOCTUTMHUHA HMMENIO HE3HAYHTEIbHBIN
TepaneBTUYECKHUH 3P PeKT.

NE®UILNT JEKAPBOKCUJIA3BI APOMATHUYECKOM L-AMUHOKUCJIOTBHI:
KJIMHUYECKHUU CJOYUYAN

Yeoanenxo H.B.
T'HOY JI10 PMAHIIO M3 POCCHUHU

AktyaabHocTh. Jlepunur nexapOokcuiasel apomatuueckod L-amuHokuciaorsl (AADCD;
OMIM 608643) sBisieTcst peAKUM, ayTOCOMHO-PEIIECCUBHBIM HEMPOMETa00INYECKUM 3a00IeBaHUEM,
OpU KOTOPOM BpOKJIEHHas omuOKa MeTadoau3Ma HEHpOMEIMaTOpOB MPUBOAUT K TAKEIOMY
KOMOMHHPOBAaHHOMY JAC(PUIIMTY CEPOTOHMHA M KaTeXOJaMHHOB (IodamuHa, HOpaJpeHalnHA U
aJipeHaInHa).

Iean. YunTsiBas HaTM4YKUE dTUOJOTUYECKON TEpaANMH, IPUBOJAUM JEMOHCTPALMIO KIMHUYECKOTO
ciyyast.

Matepuanbl u Meroabl. [lon HabmoneHueM Haxoauics Maiabuuk 7 JeT ¢ auarnozom JILII,
JBOMHAsT IeMHIUIETHsl, THIEPKUHETUYECKUH CHHAPOM 1O THUIYy JHUCTOHMYECKHX  aTak,
nceB100yIb0apHBINA CUHIPOM.

Pesyabrarsl. PebeHok ot 5-if GepeMeHHOCTH, NpoTekaBiled Ha (oHE TOKCcHKo3a B 1-M
tpumecTpe. Ponbl Ha 38 Henene co crumymsiuueid. Macca tena 3030 r, ;uinHa tena 55 cm. Anrap 7/9
6ayoB. B 8 mecseB camoctosTensHO He caauics. B 3 roma cran nepeaBurathcs BAOIL OMOPHI, B 4,5
roja Katajics Ha Benocunezne. B 4 rona nosiBuinch JUCTOHUYECKUE aTaku. B TeueHue roxa moisrydan
KapOaMa3enuH ¢ He3HAYUTEIbHONW MOJIOXKUTEIbHON JUHAMUKOW B BUJE YMEHBIIECHUS AUCTOHUYECKHUX
atak. B 5 ner Ha ¢one Teuenus OPBU c nossiiennemM temnepatypsl 10 39,5 rpanycoB, yXyalleHHe
COCTOSIHUSI B BHUJIE€ HapacTaHMsI MBILIIEYHOTO TOHYca, ycuieHus auctoHui. Habmionmancs perpecc
HaBBIKOB: IEpecTall XOAUTh Yy omopbl. llomydan MHIOKaIM € HEKOTOPHIM YBEIHMYEHHEM oObema
akTuBHBIX ABuxkeHHi. [locne kaxmoro OPBU — ycuneHnue runepkuHe3oB, HapacTaHue ToHyca. I1o
pesynpraTam cekBeHuposaHusa /IHK BblsiBieHa paHee He omMcaHHas IeTEpO3UrOTHAas MyTauus B 3
sk30He reHa DDC, npuBoasimas kK 3aMeHe aMUHOKHUCIIOTH B 90-i1 mo3uiuu Oernka.

3akaroyenue. Ha ocHOBE nUTEpaTypHBIX JAaHHBIX B JIECYEHUHU C YPOBHEM J0KAa3aTEIBHOCTH A
OPUMEHSIOT aroHUCThl Jo(aMHHA, WHTHOUTOPHI MOHOAMUHOKCHAA3bl, MNUpHAOKcaIbpochar,
NUPUAOKCHH, aHTUXOJMHEPruyeckue mnpemnapatsl, gonueByto kucinory, L-JIODA c kapbunomnoii, L-
JODA 6e3 kapOumombl, S-TUAPOKCUTpUNTO(DAH, OCH30MA3CTIMHBI, MEJIATOHWH W CEJICKTHUBHBIC
MHTUOUTOPHI 0OPaTHOTO 3aXBaTa CEPOTOHHHA.
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I'EHETHUUYECKAS 9TUOJIOI' U HEPEBPAJIBHOI'O ITAPAJIMYA
Yeovanenko H.B., 3nixoB B.II., Coxouon I1.JI.

I'BOY JIIIO PMAHIIO M3 Poccuu, I'BY3 «Hayuno-npakmuueckuii yeHmp
cneyuanu3uposanHol nomowu oemsam umenu H.B. Boiino-Aceneyrkozo /lenapmamenma
30pasooxpanenus 20pooa Mockewl»

AkTtyanbHocTh. llepeOpanbubiii mapanuy (LI1) — rpynmna cTaOMiIbHBIX HapyIICHUNA Pa3BUTHS
MOTOPHUKHU M HNOJAEP>KaHUs 103bl, KOTOPbIE MPUBOJAT K OTPAHUYECHUIO (YHKIMOHAIBHON aKTUBHOCTHU
U JBHUraTeIbHBIM HapymeHusM. B 3apyOexHOl nuTeparype ONMMCaHO MHOTO HEMpPOTIPECCUPYIOLIMX
TeHETUYECKUX paccTpoicTB, (heHoTUIIMUECKH aeHTHYHbIX LIT.

Ienb. BIsIBUTH NF€HETUYECKYIO IPUYUHY KpUNTOreHHbIX LII1.

Marepuanbl 1 MmeToabl. O0cnenoBano 873 nanuenTa ¢ kpunroreHHbIM LT ot 6 mecsitieB 1o 18
net. Tectsl NGS Obutn BbinoiHeHsl y 602 nanueHToB. [losiHOE cekBeHMPOBaHNE T€HOMA IIPOBEJIEHO
91 nauuenry. I[lonmHoe cekBeHUpoBaHue 3k30Ma — 367 mauuveHtam. Y 415 nauueHTOB NMPUMEHSIIOCH
UCCIICIOBAaHUE MYJIbTUTCHHOW MaHeId. XPpOMOCOMHBIM MUKPOMAaTPHYHBIN aHamu3 ObLT BhIOHEH 271
NALUCHTY.

PesyabraTrhl. OKOHYATENbHBIA MOJIEKYJISIPHO-TEHETUUECKUM JIMAarHO3 YCTaHOBIEH Yy 284
naimenTta (B 32,5% cmywaeB) mocie NGS-tectoB u y 139 manmenta (B 15,9% cnydaeB) mpu
IPOBEJEHUN XPOMOCOMHOIO MHUKPOMATPUYHOTO aHanu3a. Ha ocHOBaHMM McCClieOBaHUS MOKa3aHo,
YTO BEPOATHBIA I€HETUYECKUI IUArHo3 ¢ HEOOXOJUMOCTbIO JJOMOJHUTEIBHOIO 00CIEI0BAHUS UMEIOT
156 manuentoB (17,9%) ¢ NGS u 31 nauuent (3,6%) ¢ XpOMOCOMHBIM MUKPOMAaTPUYHBIM aHAJIU3OM.
V¥ 263 nanuenrtoB ¢ LI (30,1% cny4yaeB) BBISIBUTh MyTallMU T'€HOB HE YAaJOCh, YTO HE HUCKIHOYAET
reHetudeckoi npuuuHsl LI1. ¥V 3TuX manueHToB HEOOXOMMMO NepecMaTpUBaTh CAAHHBIE O0pa3Ilbl
JIHK 4yepe3 ron Ha o0opynoBaHMM, HMMEIOLIEM OoJjiee BBICOKOE pa3pelleHUe, M COMOCTaBIAThH
MOJTy4YEHHBIE PEe3yJbTaThl ¢ 0OHOBIIEHHOH 0azo0it OMIM.

3akmouenue. ['eHetnueckoe TectupoBaHue OonbHBIX LIII MO3BONSET COKPAaTUTH CPOKU
YCTaHOBJIEHMsI JIMarHo3a, ONPEIeNUTh MPOrHO3 M PHUCK HOBTOPHOro poxzaeHus pedenka c LIL
Bepuduxanus renerndyeckoit npuunsel LI B HEKOTOpBIX ciy4asx JaeT BO3MOKHOCTb HMPHUMEHHUTH
STHOJIOTUYECKYIO TEPAIHIO.

OCTPBIE CUTYAHNOHHBIE IMWJIENITUYECKHUE ITPUCTYIIbI:
JOBPOKAYECTBEHHBIE CYJOPOT'H ITPU JIETKOM I'ACTPOOHTEPUTE

Boaabipesa C.P., Pyoun A.H., I'yzeBa O.B., Anyes A.B.

CII6 I'bY3 ATMKCIBMT
Kageopa nesponozuu, netipoxupypauu u MeouyurHcko ceHemuxu
Canxm-Ilemepbypeckuii 20cyoapcmeenHblil neOUampuyecKuti MeOUYUHCKULL yHugepcumem
Canxm-Ilemepoype, Poccus

BBenenue. J[oOpokauecTBEHHBIE CylOpOru npu JjerkoM racrposntepure (CwG) oTHOCATCS K
CUTYallMOHHBIM IPUCTYIaM, CBA3aHHBIM C TaCTPOIHTEPUTOM. BriepBbie oHM ObLIIM OonucaHbl B SInoHUN
K. Morooka B 1982 roay. 3arem N. Uemura et al. B 2002 r. onucanu KIMHAYECKYIO KAPTUHY JaHHOTO
pacctpoiictea B 114 cinyuasx y 105 nanuentoB. CwG XapakTepu3yOTCs CIEIYIOIUMU TPU3HAKaMU:
IPUCTYNBl CBA3aHBl C TAaCTPOSHTEPUTOM 0O€3 MPHU3HAKOB JAETUApPATAllUU WIA BJIEKTPOIUTHBIX
paccTpoiicTs; npu Temmnepatype Mmenee 38 °C 110 u mocie npucTynos; 0e3 MpU3HAKOB OaKTepHaTbHOTO
WIM AaCeNTUYEeCKOro MEHUHIHTAa, JHIealuTa WId SHIedanonaTui, OOYCIOBICHHBIX BHUPYCHOU
UHQEKIMel; SMWIencHs B aHaMHe3e TakXke SBISeTCS KpuTepueM HckioueHus. Bospact nebrora
3a00J€BaHus COCTaBWI OT 8 10 52 mecsneB (B cpeaneM 21,1 mecs). B 75% »nu3010B oTMedanuch
CEpUIHBIE CYJIOPOTH, I'€HEPAIM30BaHHbIE CYJOPOKHBIE MPUCTYIBI OTMEYAIUCh Y 87% IMalueHTOB U
CJIOKHBIE napuuanbHble npuctynsl y 13%. JlnurensHocTh npuctyna cocrasisuia oT 30 cexkyHa no 3
MUHYT.
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Hu y omHoro u3 mnanueHTOB B JajbHEHIIEM HE OTMEUEHO pPa3BUTHE SIMJIEICHHM, Y BCEX
MalMeHTOB OBLIO HOPMaJIbHOE JAJIbHEHINEe TICUMXOMOTOpHOE pa3BuTHe. MexnpuctynHas 991 Obuta
HOPMAJIBHOM.

HecmoTps Ha BOBHUKHOBEHUE CIIOHTAHHOW PEMUCCHH, CEPUITHBIC TPUCTYIIBI MOTYT NMOTPEeOOBAThH
Ha3zHayeHus jieyeHus. C yueToM MporHo3a Ha3HaYeHHE aHTUKOHBYJIBCAHTOB HOCUT KPaTKOBPEMEHHBIN
xapakrep. Ectb manHbie 00 3¢(HEKTUBHOCTH NpUMEHEHHUs KapOamaszenuHa B 1o3e 5 mr/kr 1 pas B
cyrku npu CwG (Ichiyama T et al., 2005). HanporuB, nuasenam Hed(h(GEKTHBEH MpPU CEPUIHBIX
npuctynax npu CwG (Matsufuji H et al., 2005; Okumura A et al., 2004, 2004a). Beicokue 1036l
¢denobapbuTana Takke MOTYT OBITH OTHOCHTEIbHO 3((PEKTUBHBI Ui KyMHPOBAHUS CYAOPOT IPH
CwG, Ho ux 3¢ddekr, kak npasuio, Hegocrarounsiii (Okumura A et al., 2004). Beuio mokaszano, 4To
BHYTPUBEHHOE KarelbHOE WM IMOJKOKHOE BBelIeHue JnaokanHa Oonee 3ddextuBno mpu CwG mo
CpaBHEHHIO ¢ AuazernamoM U Gpenodapoutamom (Okumura A et al., 2004a, Kang B et al., 2014).

C suBaps o ¢gespans 2020 roga B JII'b Ne 1 Cankr-IlerepOypra Ha 60 HeHpOXupypruaeckoM
OTAEeJIEHUN HAOII0AAIOCh 5 IeTell ¢ JaHHOU MMaTOJIOTHE.

[Tatment: Ha 60-¢ melipoxupyprudeckoe otaenenne JI'b Ne 1 moctynun peGeHok 3 roma 7
MECSIIEB C jKari00aMH Ha HapyIIeHHE CO3HAHUS, MBIIIIEUHYIO CIIa00CTb.

W3 aHaMHe3a M3BECTHO: OEpeMEHHOCTh IpoTekanga 0e3 0coOeHHOCTEH, poabl IyTeM KecapeBa
cedeHus (AroauyHoe mpeiekanue) Ha cpoke 38/39 Henmens. Macca Tena npu poxxaenun — 2400 1,
poct — 49 cm, omenka mo Amnrap — 8/8 OamioB. I[leprox HOBOPOKICHHOCTH MpPOTEKal 0Oe3
ocobenHnocteil. Poct u pazButue mo Bozpacty. HacneacTBeHHOCTs He oTsrolmieHa. M3 nepeHeceHHbIx
3a00JIeBaHUN: OCTPBIA CTA(QHIOKOKKOBBIN TaCTPOIHTEPUT, XOpeOopeTHHUT. Cumraercs OOIBHBIM C
04.02.20, HoubtO cman OecrnoKOHO, KajaoBajcs Ha 0ONb B JKMBOTE, JKUIKUN CTyd 3 pa3a 3a HOYb.
YTpom mocie npoOyxkIeHHs BO BpeMsi CMeHbl HarenbHOro Oenmbsi (¢ 28.01.20 roma mocie
NEePEeOXIIAKICHUS U3-32 €KEIHEBHOTO dHYpe3a) peOCHOK IIOXO pearupoBall, OTMEUYanach MbIIICUHAs
THIIOTOHUS («OOMSIK»), OTMEUAIIUCh XAaOTHYHbBIC JIBM)KCHHS TIIA3HBIX SOJIOK («Tia3a OeraroTy), 3aTeM
HaNpsUKEHNE KOHEYHOCTEH, KpaTKOBPEMEHHBIN TpeMop. [IMTEIbHOCTD COCTOSIHUS HECKOJIBKO MUHYT.
lNocniuTanu3upoBaH ¢ AMArHO30M «OCTPBII FaCTPOIHTEPUT», COCTOSHUE MOCIE Cy1opor. B mpuemHoM
IIOKOE, HECMOTpS Ha HaJIW4ue JIEHKOLUTO3a 17,0%10%x1, HeliTpodunes, mMpU3HAKK Me3aJeHUTa 0
nanHbiM Y3, nuarHo3 octpoil kuiedHod MH(exiuu ObuUT cHAT. B TO ke Bpemsi Obuta Ha3HayeHa
aHTHOaKTepuallbHas Tepanus U pedeHKa TOCIUTAIN3UPOBAIN B HEHPOXUPYPrHUECKOE OTAETICHHE.

O6bexTrBHO: COMAaTUYECKUH CTATYyC: MKUBOT MSTKHH, I1yOOKasl Masblialiisg HEBO3MOXHA H3-3a
comnpoTuBieHus pedenka. Ctyn kammuueoOpas3Hbli, 10 4 pa3 B cyrku. Temmeparypa Tena 37,3 °C. B
OCTaJIbHOM 0€3 0COOEHHOCTEM.

Hesponoruueckuii craryc: IIcHXOMOTOpHOE pa3BUTHE IO BO3PACTy, OYaroBBIX CHMIITOMOB
MOpaXeHHsI HEPBHOM CHCTEMBI HE BBISBIICHO.

JlaGopatopHble naHHble: B o0mieM aHamu3e KpoOBHU: JEHKOLUTO3 (17,6x10%), HelTpoduies.
OO0muii aHanmu3 MouM, OMOXMMHMUYECKHUH aHalu3 KpPOBM B HOpMe. B Komporpamme HapylleHHe
KOHCHUCTEHIIMHU KaJa, MpU3HaKu (PepMEHTHOM HET0CTaTOUYHOCTH.

OKT 6e3 naronoruu, 6e3 NpU3HAKOB 3JIEKTPOIUTHBIX HAPYIICHHH.

O30I' ¢ BuaeomonutTopuHroM: OCHOBHOM puT™M chopMUpoBaH MO Bo3pacTy. OuaroBbIxX
U3MEHEeHUH (POHOBOrO pUTMa M AMUIECNTU(POPMHON aKTUBHOCTU HE BBISBIEHO. MIKTaabHBIX COOBITUI
HE PEruCcTpUpyeTCs.

MPT rosnoBHOro mMo3ra 6e3 naToJIoTuu.

Ha Y3MU 6promiHoil moia0CcTH NpU3HAKN ME3a/ICHUTA.

Koncynpranus nenuarpa: Me3zanenut. Haznauena antubakrepuanbHasi, MHQY3HOHHAs Tepanusl.

Yepes 2 yaca nocse rocnuTaau3aly NPUCTYI TOBTOPUIICS.

Knunnueckass kapThHa TMpeAcTaBieHa AaCTEHWYECKUM CHHAPOMOM U IMapOKCHU3MalIbHBIMU
paccTpoiicTBaMu B BHUJI€ CHWIKEHHUS pEakIMM Ha OKpyxkaromee, AM(pQy3HOH MBIIIEUHON TMIIOTOHHH,
XAOTUYHOTO JIBWKEHUS TIJa3. be3 o4aroBbIx CUMOTOMOB BbINaJeHUS (YHKIMA HepBHOI cuctembl. C
Y4ETOM MPHU3HAKOB MH(EKIIMOHHOTO 3a00JI€BaHuUs, IOJbEMa TEMIIEPATYPhl 10 CyO(heOpHIBbHBIX 1P,
HOpManbHOU D3OI, OTCYTCTBUS MPU3HAKOB AJIEKTPOJUTHBIX HAPYIICHHH, OTCYTCTBUEM SIUJICIICHU B
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CEeMEHHOM aHaMHe3e, IPUCTYIl MOXKHO pAaCLECHUTb KaK CUTYallMOHHBIM, CBS3aHHBIA C
FaCTPOIHTEPUTOM.

Jlnarsos: Cy1oporu npH JIErkOM IraCTPO3HTEPUTE.

Tepanus: antubakTepuanbHasi, UHQY3UOHHASL.

B cBa3u ¢ caMOCTOATENBHBIM KYNMPOBAaHUEM IIPUCTYIIOB KPAaTKOBPEMEHHOE Ha3HAYCHUE
AHTURMUIIENTHYECKON Tepanuu He noTpeboBasioch. C yuyeToM BO3HHMKHOBEHHUSI MpHUCTyNa Ha (oHe
UHTEPKYPPEHTHOI O 3a0oseBaHus (racTpo’HTEPUT) oT Ha3HAYCHHUS XPOHUYECKON
MIPOTUBO3MUIECITUYECKON TEPATUU PELIEHO BO3AEPKATHCS.

B MomeHT BhIMHMCKH coCTOsiHHE pebeHka ynosierBoputenbHoe. JKamo6 Her. I[lpuctymsr He
MOBTOPSUIMCH. AHQJINW3bl KPOBU HOPMAIM30BAJIUCh. BbinuckiBaeTcst goMoi 6e3  Kakux-Iu0o
OTPaHUYCHUH U TEPAIIHH.

3a nBa mecsna Ha 60-M HEHPOXUPYPTHUESCKOM OTIEICHUU HAOIIOAAIOCh 5 JACTeH C IMarHo30M
CyIOpOTM IIpU JIETKOM TracTposHtepure. Ha3HaueHne KpaTKOBPEMEHHOM AHTUANMUJIENITUYECKON
Tepanuu NnoTpedoBanoch 2 manveHTaM cpokoMm Ha 2-3 nHa. CraTycHoe TedeHHe, KOTopoe TpelOyer
BBEJICHUS JIM/I0KAaNHAa, B Halllel cepuM He 3apeructpupoBaHo. [loBTopHOro oOpallieHus ¢ NpUCTynaMu
He ObLIO.

BeiBoa. HecmoTpss Ha 4dactoe TsKenoe TEHYEHHWE IMPUCTYNOB, IPOTHO3 CYAOPOr IIPU JIETKOM
TacTPOIHTEPUTE aOCOTIOTHO JOOpPOKAYECTBEHHBIM, MalMEHThl HE HYXAAIOTCSI B Ha3HAYCHUU
XPOHUYECKON aHTHANUIIENTHYECKON Tepanuu. TpeOyercsl TiiaTenbHbII cOOp aHaMHE3a Ha HalIU4yue
pacctpoiictB co ctopoHbl JKKT y 601bHBIX ¢ 1€0I0TOM CyA0pPOT.

KOJBIIEBASI XPOMOCOMA 14 . KIMHAYECKHUM CJIYYAW ¥ PEBEHKA
bopoakuna E.A., beccosmmuuna E.H.
I'BY3 PAKB JLITHuO

AkTyanbHocTb. KonblieBas XxpoMocoMa — 3TO PEIKOE FeHETUYECKOe COOBITHE, MPH KOTOPOM
XpoMocoma mpuodpetaer Gopmy Konblia. JlaHHAs MaToJIOTHUS BCTPEYaeT OYEHb PEIKO, & OCOOEHHO
KosipLieBasi xpomocoma 14. ITlpu 5Toif XpOMOCOMHOW aHOMaJIWU OOHApYXEHbI crenupuIecKue
KIuHU4eckue nposeieHus. [loatomy kaxzaoe HoBoe HaOmiogeHue OyAeT CcrnocoOCTBOBATh
ONPEICICHUI0 YacTOThl JAHHOM MAaTOJOTMM H, BO3MOJYKHO, BBIJCIEHUI0 HOBOI'O XPOMOCOMHOIO
CHUH/IpOMa

Heas. [IpencTaBuTh KIMHUUECKUH ciaydail peOeHKa ¢ CHHIPOMOM KOJIBIIEBON XpPOMOCOMBI 14.

Marepunanbl n Meroabl. PebeHok 11 Mec ¢ xanobamu Ha NPUCTYIBI CYIOPOT CEpHIlHBIE,
TOHMKO-KJIOHUYECKHE TOJEPrUBaHUs KOHEYHOCTEH, HapyIIEHHE CO3HAHUSA, COINPOBOXKIAIOTCS
BEreTaTUBHBIMU MpOsIBICHUAMU. Bo3Hukanu ¢ untepsanoMm B 3—4 nHs. CBsi3aHbl ¢ HAPYILIEHUEM CHA.
[Tocrynmi uepe3 2 1HA mOCIE MOSBICHMS NPUCTYNOB. llepuHaranbHBI aHAMHE3: OTATOLIEH,
OepemenHocTh Ha (one muddy3HOro y3/I0BOro 300a, mpHema SyTUpPOKca. PaHee pas3BuTHE IO
BO3pacTy.

PesyabTaTsl. ['on0B — MukpouedanbHOl KOHQUrypanuu. 3aaepxka pedeBoro pasputus. Ha
390I' 01.19: DnunentudopmHass akTHUBHOCTh He perucrtpupyercs. 2O30I° 02.19: mpousomen
reHepaln30BaHHbIA TOHMYECKU mpuctyn, Ha D3I 3aduKcHpoBaHbl peAyLUHUPOBAHHBIE KOMILIEKCHI
MUK-BOJIHA aMIIUTYA0N 40 MKB 11O BCEM OTBEAEHUAM JJIUTENBHOCTBIO 6 CEK, 3aKaHUYMBAETCS BOJTHAMU
nenbTa-nuama3oHa amrmuTyaoi go 500 MKkB ¢ mpeobnagaHueM B TEPEIHUX OTBEICHUSX.
DU3NOIOTUYECKUE MATTEPHBI CHA BBIpaXK€HbI HegocTtaTouHo. HouHol Buneo—23I'-MOHUTOPUHT —
25-26.02.19 — Qusnosornueckue MaTTepHbl cTamuil (a3el MemIeHHOro cHa auddepeHITUpYIOTCS
cy1a00. DNMUNPUCTYIBI, STUAKTUBHOCTh He peructpupyercs. MPT ronoBroro mosra 01.19: xocBeHHbIe
MPU3HAKU TOCTEACTBUS TMIOKCHUECKU-UIIEMHUECKOTO MOopakeHus rojoBHoro mosra ¢ BUI', kucra
kapmana Patke. MPT I'M c kontpactupoBanuem ot 02.19: xucra xapmana Patke. 9xo-KI" 01.19 B
npeaenax HopMmbl. TMC ot 01.19 — nokazarenu B mpeaenax pedepeHcHbIX 3HadeHui. Kapuorum ot
01.19 — xapuoTun MY»KCKOI aHOMaJBHBIN: KoyblieBas xpomocoma 14. (46 XY,r(14)( p12q32)).
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3akmouenue. Pebenok Obu1 mepeBeneH Ha mnonutepanuio ADIl (BambmpoeBast KUCIOTa,
npenapathl jeatupauerama). lIlocie BBeneHuss B Tepanuio (peHoOapOuTama — IPUCTYIBI
KYIHPOBAJINCh, COCTOSIHUE MAllMEHTa yIy4lIHIOoCh. PEIKOCTh JaHHOHN MAaTOJIOIUU IPUBOJIUT K MO3AHEN
nuarHoctuke. IlanueHTaMm, MMEIOLMM CXOXKYI0 KIMHHUYECKYI0 KapTHHY, HEOOXOIUMa KOHCYJIbTalHs
TeHeTHKa, 00ceI0BaHNEe Ha KAPHOTHII U a/IeKBaTHBIN MTOAOOP MPOTUBOCYIOPOKHOM TEPATTUH.

KJIMHUYECKHNM CJIYYAH BOJIE3HU MOSI-MOS Y JIBYXJETHEI'O PEBEHKA
Edert E.A., IleTpos U.b.

Kagheopa nesponozuu, nevipoxupypeuu u MeOUyuHcKou 2eHemuxu
Canxm-Ilemepoypeckuii 2cocyoapcmeenHblii neOuampuieckull MeOUYUHCKUU YHugepcumem
Canxkm-Ilemepbype, Poccus

PeGenok .M., 2 ser. J)KanmoObl mpy MOCTYIUICHUU B HEBPOJOTHYECKOE OTJICIICHHE: pEOCHOK HE
pearupyer Ha OKpY’Karollee, He IJIOTAaeT IUILY U BOLY, HE TOBOPUT, HE CUAMT, HE CTOUT.

AHamHe3: PeGeHok oT 2-i1 OepeMEeHHOCTH, 2-X CpPOYHBIX ONEpPAaTUBHBIX po/0oB. Macca Tena npu
poxxaennu 3120 r, niuaa 50cM, oneHka mo Amnrap 8/966. AMOynaTopHO OCMaTpUBaIach HEBPOJIOTOM
B 1 mec 3 Hen, | r 5 Mec — maTosoruu He BbIIBIECHO. Ha MOMEHT MOCTYIJIEHUS B OT- JI€JICHUE
pebenok OoneHn B Teuenwe 1 mec 10 nueil. B Teuenwe 1 mec oTmeuasncss HEYCTOMUYMBBHIN CTYyI,
c1ab0CTh, CHUKCHHBIN allleTHT, epuoaudeckas ppora. [lomydana gepmeHTOTEpanuio, mpoOHOTHKI
KypcaMu. YXyHALIEHHE COCTOsHUA B TeueHue 10 aHeld — moBblieHue Temmepatypsl g0 38,2 °C
(OOHOKpaATHO), pBOTA, OTKA3 OT €/bl, HapacTaHue cIabOCTH, MHOTOKPATHBIM XKUAKHUM CTys, peOeHOK
HanpasiieH B MH(EKINOHHOE OTAEJICHHUE C JUAarHO30M «OCTPbI MH()EKLMOHHBIM racTposHTEpUT». B
TEYeHUEe 7 JHEeW yXyAIIEHHE COCTOSHUA: (HUKCAlUs B30pa, T'CHEPATU30BAHHBIC KIOHHUYECKUE
CyIOpOru; IpoBeieHa JroMOanbHas HYHKLUS, JAHHBIX 3a HEHpOMH(EKUHI0O He BbIABICHO. [lpu
MOMBITKE KOPMJIGHHS TMOINEpPXMBaHUE MULIEH U KUAKOCThIO. B TedueHune 4 cyrok coctosiHue 0e3
JTUHAMUKH.

[Tpu nocrynnenun: Co3HaHre conopo3Hoe. MeHUHTeaIbHbIX 3HaKOB HEeT. BepOasibHbII KOHTaKT
HEBO3MOXKeH. Ha BHelIHue pasapaxurenu pearupyer ciabo (OTKpbIBaHHEM IJ1a3, OECIOKOMCTBOM).
@®ukcanus TiIa3HbIX f0JI0K BIpaBo. 3pauku D=S, peakuuu 3padukoB Ha CBET YAOBJIETBOPHUTENBHBIE.
Hucrarm cpenHeaMIuiMTyIHbIH TOPU3OHTANbHBIM BopaBo. Tpusm. Msrkoe Heb60 mnpu (oHALUU
cokparaercs ciabo, yByina — IO CpeAHEN JMHHUM, TJIOTOYHbIE pediiekchl HU3KMe. SI3bIK 1o cpeaHen
auHUU. TOHYC MBI MOBBIMIEH IO cHacTU4YeckoMy THMy, S>D, cmactuka Oombliie BBIpaXKeHa B
HIKHUX KOHEYHOCTSIX. Pedprexchl: ¢ CyXounuii 1ByriaBoil MbILIIBI — BbICOKKE, S>D; ¢ cyxoxumini
TPEXIJIABOM MBILIIBI — BBICOKUE, S>D; KoneHHble — BbICOKME, S>D; axmnoBsl — BbICOKHE, S=D.
Bbprounsie pediiekcol He BhI3bIBatoTCA. [lonoxxurensubiii cumntoM badunckoro ¢ 2 ctopoH. Cynoporu
(okanbHbBIE KIIOHMYECKHE B JIEBOW pyKe ¢ JajbHEHIIeld reHepanu3anueil: TOHUYeCKHe ¢ aJBepcuei
TOJIOBBI U TJIa3HBIX SOJIOK BIIPABO.

B nunamuke uepes wmecsu: CocrosiHue Tspkenoe, crabmibHoe. Cyaopord KyMHpPOBAHBI.
Hesponornveckuit craryc ©0e3 nuHamuku. CoxpaHsercs UIMTEIbHBIA (eOpuauTeT (MOABEMBI
temneparypsl g0 38 °C 1-3 pasza B cyTkH, 3(QQeKT OT aHTUIIUPETUKOB CIAObIH, MPUMEHSIOTCS
bu3ndecKkue MeTOABl OXJIAKICHHUS, TEeMIeparypa CHIDKaeTcss B TeueHue 2-4 wdacoB). [lanHbIe
oOcnenoBanmii: MPT ronoBHOro mosra ¢ npuMeHeHrueM KoHTpactHoro ycuienus (0.36T): Ha cepun
HAaTUBHBIX TOMOIPaMM OOIIMPHBbIE THIEPUHTEHCHUBHBIE 30HBI B HIDKHUX M MEAMAIBHBIX OTHAENax
paBoOil BUCOYHOH W 3aTBUIOYHOM JOJ€H, MO0 KOHBEKCHTAJIbHON MOBEPXHOCTH JIOOHO-TEMEHHOU
obOnactu ciieBa. B Oermom BemecTBe TEMEHHOM JIOJIM CIIpaBa THIICPUHTESHCHBHBIA odar 10x8 mm 6e3
nepu(OKaIbHOrO OTEKa, aHAJIOTUYHBIM ouar B MOJKOPKOBBIX sapax ciesa 23x11 mm. Hakxomnenue
napaMarHeTMka MO3TOBBIMU 0O0O0JIOUKaMH, YCHJIEHHE Ha TpaHMIIE CEporo M Oeloro BelIecTBa.
3akmouenune: MP-kaptuHa menunrosHuedanura. MPA, MPT ronoBHoro mosra ¢ HmpUMEHEHHEM
koHTpacTHOTO ycuieHus (1.5T): MP-kapruna Hanbosiee BEpOsITHO COOTBETCTBYET Oosie3Hu Mos-Most
(BpoxxaenHas uepebpoBackyisipHas mnatojorus). OHMK mo wumemudeckomMy THITY pPa3IU4HOM
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CTaJUIHOCTH B KOPTHKO-CYOKOPTHKAJIBHBIX oTAenax obeux remuchep mosra. LlepedpanbHast arpodus
C MPU3HAKAMH CMEIIAHHOW 3aMECTUTEIILHON THIPOIIe(aTiH.

Knunnueckuii ananus LICXK (TpexkpatHo ¢ narepBasiom 7—10 aHeil): OecliBETHBIMN, IPO3PAYHBIH,
oemok 0,57-0,76-0,64 r/n; p-ums [Mangu+; L 1 k1 B mxn; caxap 3,16 MM/, makrar 1,54 mM/m.
Anammz LCX Ha Mukpodmopy ¥ YyBCTBUTEIBHOCTh K AHTHOMOTHKAM: pocTa MHUKPO(DIOPHl He
obnapyxeno. [1LIP IICX: Herpes simplex 1, 2, 6 Tuna He ooHapyxeH, Epstein-Barr virus He o6Hapy-
xeH, CMV ne obOnapyxen, Toxoplasma gondii He oOnapyxeH, Chlamydia pneumonia He 00-
HapyxkeHn, Ureaplasma urealiticum He oOHapyxkeH, Mycoplasma hominis He oOnapyxen, PHK
enterovirus He oOHapykeH. DOl (koHBynekc-kamm 240 mr/cyt, Tpunentan 180 mr/cyt): Bo3pacTHoii
noJIMMOP(U3M.

PACCESIHHBIN CKJIEPO3. KIMHUYECKOE HABJIOJEHUE
Py6aeBa O.B., Ilerpos U.b.

Kageopa nesponozuu, netipoxupypeuu u MeOuyuHcKo ceHemuxu
Canxm-Ilemepbypeckuil 20cyo0apcmeentblil neOUampuyecKuti MeOUYUHCKULL yYHugepcumem
Canxm-Ilemepbype, Poccus
T'opoockas Mapuunckas 6onvruya, Cankm-Ilemepoype

PaccessHHBIN CKIIEpO3 — XPOHUYECKOE MPOrpeccUpyrolliee MHBAIMAU3UpYIOlLee 3a0oieBaHue
HEpBHOM  CHUCTEMbI, XapakTepusylolleecs IUCCEMUHHPOBAHHBIMU OyaraMd BOCHAJEHUS U
neMHuennHu3auuu ¢ (opmupoBanueM auddysHoil gereHepammuu. 3aboieBaHHE OOBIYHO BO3HUKAET
OKOJIO TPUJLIATHU JIET, HO MOXET BCTPeUaThCs U y JieTel. PaciipocTpaHEHHOCTh pacCEesHHOTO CKJIEpO3a
3HAYUTEIBHO 3aBUCUT OT TreorpapuuecKkux 30H: oHa Hambonee HHM3Ka B 40 30HE HKBaTropa M
YBEJIMYMBACTCS 110 Mepe yaajieHus oT Hero. [IpyunHa BO3ZHUKHOBEHHUS PACCESIHHOTO CKJIEpPO3a TOYHO
He BblIsicHeHa. Ha ceronusmHuil neHs Hanbosee oOLENPUHSATHIM SBIIIETCS MHEHHE, YTO 3a00seBaHNe
MOYKET BO3HUKHYTh B Pe3y/bTaTe B3aUMOIECHUCTBUS psAJa HEOJArONpUsATHBIX BHEUIHUX M BHYTPEHHHUX
¢akropoB. K HeOmarompusTHbIM BHEIIHUM (DaKTOpaM OTHOCST BHUPYCHblE W/WIM OaKTepualbHbIE
UHQEKIMH; BIMSHUE TOKCUYECKUX BELIECTB M paJualuio (B TOM YHCIE COJHEUHYI0); OCOOCHHOCTH
MUTaHM; TE0IKOJIIOTUYECKOE MECTO ITPOKUBAHUS, OCOOCHHO BEJIMKO €r0 BIMSHHE Ha OPTaHu3M JIeTel;
TpPaBMBbl; 4YaCTbI€ CTPECCOBBIE CUTyallMH. |'eHeTHYecKas MpenpacloIOKEHHOCTh K PACCEIHHOMY
CKJIEpO3y, BEpOSTHO, CBSI3aHAa C COYETAaHWEM Y JaHHOTO WHAMBHIyyMa HECKOJIbKHX T'€HOB,
00yCJIOBIMBAIOIIMX HAPYIIEHUS MPEX/IE BCETO B CUCTEME UMMYHOPETYJISALIUH.

Kiannnyeckuii cayyaii: 6onbnast I1., 44 rona moctynuia Ha 1-€ HEBPOJIOTHYECKOE OTJIETICHUE C
*ano0amu Ha: oOIIyI0 Cl1ab0CTh, OHEMEHHUE U HEIOBKOCTb B MTPaBbIX KOHEUHOCTAX. B utone 2015 roga
MOCTaBJIEH JMarHo3: «paccessHHbI ckiepo3y». 07.02.2016 roma aHem mosBHiIach o0mias ciabocCTh,
OHEMEHHE M cJaboCThb B MpPaBbIX KOHEYHOCTAX. HeBposormueckuii craTryc: CO3HAaHUE SICHOE,
KOHTaKTHa, aJileKBaTHa, OpPUEHTHpPOBaHa BO BPEMEHH, B MecTe, B COOCTBEHHOM JHUYHOCTH.
KorautuBHble HapymieHus:: HeT. PedeBblx HapymeHuid Her. ['naswele menu D=S. 3pauku: D=S.
®doropeakuus 3paukoB: D=S coxpanena. /[BuxeHue ria3Hpix 070K B MOJHOM o0beme. Huctarm: Her.
AKKOMOJIAIMsl M1 KOHBEPTEHIM: 0ocaallIeHbl ¢ IByX cTOpoH. JIumo 6e3 rpyooit acummerpu. SI3bIK MO
cpenHelt TuHUM. ['10oTouHbIN pediekc coxpaneH. bynb0apHbIx HapyieHuit HeT. CHMIITOM OpalbHOTO
aBTOMaTH3Ma OTpHIaTeNbHble. MBbIlIeuHas cuila: MOJ0XKHUTeNbHas npobda bape crnpaBa. MebleyHblit
ToHyc Qusznonornueckuid. ['mybokue pediexcer D>S cpenneit xuBoctu. [laTonorndeckue pedexchb
NOJIOKUTENbHBIE crpaBa. [IpaBocTopoHHss remurunecresus. KoopauHaioHHble TPOObI BBITOIHAET
YIIOBJIETBOPHUTENIBHO CJIEBa C MUMOIIONAJaHUEM CIIpaBa, aJiuaJOX0KHuHe3 crpaBa. B moze PomOepra He
OLIEHUTb. MeEHHHIrealbHble CUMITOMBI OTpHIaTeNlbHble. KIuHuYecknii 1 OMOXMMHUYECKH aHaIn3bI
KpoBH, o0muil aHanu3 moun 6e3 maronoruu. DKI': Bapuant Hopmbl. Y3I': BapuanT HOopMmbl. Y3U
OpraHoB OPIOIIHOM MOJIOCTU: Oe3 MaTOJIOTHYeCKUX M3MEHEHUH. BhI3BaHHbIE MOTEHLUANBI: MPU3HAKU
JETKOM AMC(QYHKIMK NPOBEACHUS HAa YPOBHE MOCTO-Me3eHIEe(aabHBIX OTAEIOB CTBOJA T'OJIOBHOIO
MO3ra C JIByX CTOPOH C mpeoOiajaHueM U3MEHEHHUH B mpaBoM mnosymapud. OTMedaercss yMepeHHas
TUC(YHKIMSA KOTHUTUBHBIX BBI3BAHHBIX MOTEHIMAIOB B BUJIE YBEJIMYEHUS JIATEHTHOCTU M CHU)KEHUS
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ammmutyasl P 300 ¢ aAByx cTOpOoH 0€3 MpU3HAKOB MEXITONyIIapHO acummerpun. OTMevaeTcs jJerkas
TUC(YHKIMS IPOBEEHUS 110 3pUTEIbHOMY aHAJIM3ATOPY HA IMOCTXHAa3MaJbHOM YPOBHE C JIBYX CTOPOH,
OoJipllle CIpaBa C HAJIMYKMEM MEXIIONYymapHoi pasHoctu nateHTHocted P 100 B 3 Mc. YkazanHble
WU3MEHEHUS, BEPOATHEE BCEro, HOCAT JEMHUEIMHU3Mpyromuid xapakrep. MPT romoBHoro mosra c
KOHTPAcTHbIM ycuiieHHeM: MP-kapTuHa ouaroBbIXx U3MEHEHUH B O€JIOM BEILECTBE TOJIOBHOIO MO3Ta
JNEeMUEIMHU3UPYIOUIET0  XapakTepa  (pacCesiHHbIM — ckiiepo3) 0e3  NPU3HAKOB  HapyIIEHUs
reMaTod’HIePaInIecKoro dapnepa.

CHARGE CHUHAPOM
K.I'. JJesnamsuau, H./[. CaBenkoBa, I'yzeBa B.H.

@I'bOY BO «Canxm-Ilemepoypeckuii 20Cy0apcmeenHblil NneOUuampuyeckuti MeOUyuHCKull
yrugepcumemy» Munzopasa Poccuu, Cankxm-Ilemepoype, Poccus

CHARGE cungpom (OMIM 214800) o6ycnosnen myramusimu B reHe CHD7 (mokyc 8ql12.2),
koaupytommii JIHK-cBs3pIBatommii 6e0k 7 XpoMOJOMEHHOW TeHKa3sl U B reHe cemadopun-3E
(SEMA3E; 608166) B xpomocome 7q21, xapakTepuszyeTcsi MHOXECTBEHHBIMU BPOXKICHHBIMU
nopokamu pasutusi: «C» (coloboma) — komo6oma, «H» (heart defects) — cepaeuno-cocyauctsie
anomanuu, «Ax» (atresia of choanae) — arpesust wiu crenos xoan, «R» (retardation of growth and
development) — neduuut pocra, orcraBanue B pazputum, «G» (genital anomalies) — anomanuu
HOJIOBBIX OpraHoB, «Ex» (ear abnormalities and sensorineural hearing 10ss) — anomanuu oprana ciyxa.
K BropocrenennsiM nuarHoctuueckum mnpuszHakam CHARGE cunapoma OTHOCATCS: THIIOIUIA3HS
TeHUTAJIMH, THIIOTOHAMOTPONHbIA runoronaamsM (50-60%); yMCTBEHHAss OTCTAaIOCTh / 3aaepikka
passutus (100%); HHU3KOPOCIOCTh € JAehHUIIMTOM TOpMOHa pocTa winm 0e3 Ttakooro (70-80%);
CeplIeYHO-CcoCyAuCThie aHoManuu (Terpaga Pamno, nedexktsl AV-kaHala, aHOMAJIUU aopTaIbHOU
apkn) (75-85%); pacuienuna ryosr u/minm Heba (15-20%); Tpaxeossodaraipaas ductyna (15-20%);
XapakTepHBIA JUIeBONH (EeHOTUIl (KBaJIpaTHOE JIMIO C MIMPOKMM BBIJAIOIIMMCS JOOM, MIMPOKas
nepeHocuIa, Mmupokuidi kKoHunk Hoca) (70-80%). OmnucaHbl MOpakeHHs IPYTUX OPraHOB U CHUCTEM:
noyeuHsle aHoManuu, anoMmanus DiGeorge, omdarornene win nmynoyHasi rpbbka, CKOJIMO3, aHOMAJIUU
kucreit pyk, aepopmarus cron. Yactora CHARGE cunnpoma B gerckoit momymsuuu 1:12000.
Junarnoz CHARGE cunapoma cTaBUTCS IpU HAJIMYKMK y NTALIUEHTA YETHIPEX — WK TPEX OCHOBHBIX U
TpPEeX BTOPOCTENEHHBIX TUATHOCTHUECKUX XapaKTepUCTHK. [Ipy HaIMuum OAHOTrO WM JIBYX OCHOBHBIX
Y HECKOJIBKMX BTOPOCTENIEHHBIX NPU3HAKOB BO3MOXHO quarHoctupoBatb CHARGE cunnpom.

Heasn. BoisiButh nopaxenue nouek u nopaxenue [{HC y gereit c CHARGE cunapomom.

Marepuansl n Metoabl. O0cnenoBano yerbipe nanuenta ¢ CHARGE cunapomom. M3 uetsipex
HaOmoaembix jaereil ¢ peakuM CHARGE cusnapoMom mnpuBoauM JBa KIMHUYECKHUX ClIydas.
KommnexcHoe o0OcneioBaHne BBISSBUIIO Y 2 MAllUEHTOB 5 OCHOBHBIX M 2 BTOPOCTENEHHBIX KpPUTEpHUs
nuarnoctuku cunapoma CHARGE co ctoponsr:

® OpraHoB MOYEBOW M IOJOBOH CHUCTEM (ABYCTOPOHHSS THIIOIUIA3MS MOYEK, TMIIOILIA3Us
TeHUTAJIMNA — MUKPOIIEHHUC, KPUIITOPXU3M, (prMo3, XpoHHUecKas 0one3Hp noyek C2);

® CepACYHO-COCYIUCTOM CHUCTEMBI (BPOXKIEHHBIM TMOPOK cepana 0e3 3HauUMBIX
TFeMOTMHAMHYECKUX HAPYIICHUH);

® 3pUTENBHOrO ammapara (Koj1o0oMa COCyIUCTON OOOJOYKH M UMCKA 3pUTENBHOTO HEpBa,
NPaBOCTOPOHHEE CXO/ISAIIeeCs KOCOTIa3ne);

e CIIyXOBOro ammapaTta (aHoMajiusi (OpPMBbI YIIHBIX PAKOBHH, XpOHHUYECKas 2-CTOPOHHSISA
HENPOCEHCOpHasl TYrOyXOCTb 4-il CTENEHH, ClieBa IO THUIly CIyXOBOW HEHpPOIaTHH,
JIBYCTOPOHHUIT SKCCY/IaTUBHBIA OTHUT);

e HEpBHOM cucreMsl (pe3uayanbHO-oprannueckoe mnopaxkenue IIHC, 3anepxka
IICUXOPEUEBOI0 pa3BUTHA, Iape3 JMIEBOIO HEpBa CIpaBa, ACUMMETpHUsS JUILA,
nuddy3Has MbIIIEYHAs THIIOTOHUS, ICEBA00YILOApHBINA CHHIPOM);

® KOCTHOH CHUCTEMBI (CKOJIMO3, MOMU(aIaHTHUs — yIBOCHHUE HOTTEBOW (haslaHTU OO0JIBIIOro
Tnajblia JICBOW KUCTH).
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e 3aJIepKKa pOCTa, XpOHUUECKas OEIKOBO-dIHEepreTuueckas HeaoctaTouyHocTs Il crenenu.

B namem nHaOnrofeHMHM y NAIlMEHTOB IWAarHOCTUPOBAHbI T'€HETUYECKU JIETEPMHHHPOBAHHOE
pesunyanpHo-opranndeckoe mnopaxkenue [IHC, nmuddysnas wMbimednass THUNOTOHHS, 3aJIepiKKa
MICUXOMOTOPHOI'0, NICUXOPEYEBOr0 pPa3BUTHs, MCeBIOOYIbOApHBIN CUHAPOM. [lMarHo3 moaTrBepxkieH
MOJIEKYJIIPHO-TEHETUYECKUM TECTUPOBAHUEM Y OJHOTO IMAallMeHTa — BBISIBJICHA MyTalusi B TI'eHE
CHD?7.

3akmrouenue. IlpencraBneHo 1Ba kiauMHUuYeckux HaOmioaeHus mnamueHtra ¢ CHARGE
CUHJIPOMOM C AQHOMAIMSIMHU Pa3BUTUS HECKOJIBKUX OPraHOB M CHUCTEM, BKJIFOYAKOIIUX 5 OCHOBHBIX
npu3HakoB («C» KoioboMa cocynucToil O0OJIOUKM M JIMCKA 3PUTEILHOTO HEpBa, MPABOCTOPOHHEE
cxofsiieecs Kocoriasue, JUCPYHKIMS YEperHOro HepBa — IMape3 JMIEBOr0 HEpBa, aCUMMETpUS
auna, pesuayalibHo-opranmyeckoe mnopaxkenue [[HC, 3anepkka TCHXOpEYEBOTO  Pa3BUTHS,
nceBA00yIb0apHBI CUHIPOM, 3aJepiKKa (PU3UUECKOr0 U MICUXOMOTOPHOTO, ICUXOPEUEBOT0 PA3BUTHS;
«H» cepneuno-cocymucteie anomanuu (BIIC OAIL, 000 HKO1); «R» medummr pocra, orcraBanue B
pa3Butuu; «G» — KpUIITOPXU3M, T€HUTAIbHAS TUIIOIIA3U — MHUKpPOIEHUC, pumo3; «E» anHomanbHast
¢dbopma yUIHBIX PAaKOBHH, IITyX0Ta HEUPOCEHCOPHOTIO THUIIA, XPOHUYECKAs ABYCTOPOHHSSI TYTOYXOCTh 4-
W cTemeHW, cieBa MO TUILY CIYXOBOH Heilpomatuu) U 2 BTOPOCTENEHHBIX (MOpaKeHHE MOYEBOMN
CUCTEMBI: JIByCTOPOHHSS TUIoruiazus movek ¢ popmupoanriem XbII C2; ckonmos, mommdanaHrus
0OJBIIOrO Taliblia JIEBOM KUCTH, Mymo4Has rpbika). OCOOEHHOCTHIO JaHHOTO KIMHHYECKOIO
HaOJIOZICHUS SIBJIIETCSI OTCYTCTBHUE y MAIIMEHTOB aTPE3UH X0aH, OCHOBHOTO MIPU3HAKA «A.

Huarnoctuka CHARGE cuHapoma OCHOBBIBAaETCS Ha pe3ysbTaTax CIEHUATU3UPOBAHHOTO
UCCJICIOBAHMSI M 3aKIIOYEHHS] 0TaIbMOIIOTa, OTOJAPUHTOIOra, CYp0JIoTa, HEBPOJIOra, KapAuoJora,
raCTpO’HTEPOJIOTa, OPTOIENa, MOJCKYJISIPHO-TEHETHYECKOTO TECTUPOBAHUS U KOHCYJIbTAIlUU
renetnka. Bemenne nammeHTtoB ¢ CHARGE accommanuelf BKIIIOYAaeT KOMIUIEKCHBIM IOIXOX C
MIPUMEHEHHUEM BBICOKOTEXHOJIOTUUECKUX METOA0B 00CIICIOBaHUS U TEPAIUH.

®AKTOPBI PUCKA PA3ZBUTHUS SIWJIEINICUM V JIETEN C JETCKUM
EPEBPAJIBHBIM MMAPAJIMYOM (L) Y JETEM

Tanraena 3.I'., CkopobGorarosa E.H.

CIIOI'TIMY, kagedpa papmaxonocuu ¢ Kypcom KIUHUYECKOU papmakoiocuu u
papmaxkodKoHOMUKU

AkrtyaabHocTh. [Ipobiiema B3aumocss3u snunencuu u LI y gerell sBaseTcst ype3BbIyaitHO
aKTyalbHOU M onpezenseTcs MoJIuMoppU3MOM SMHIECNTUYECKUX IPUCTYIIOB, 3a4acTyI0 Pe3UCTEHTHBIX
K Tepaluy, a Takke YCyryOJeHHeM IOJl MX BIIMSHUEM CTENEHU TSKECTH YK€ MMEIOIUXCS HEPBHO-
NICUXUYECKUX, JIBUTATEIbHBIX pAcCCTPOMCTB M  CIOXXHOCTBIO TPOBEJNCHHUS pPeabUIMTAMOHHBIX
MEPOIIPUATHH.

Hesas. BrisgsBneHnne 4actoTbl U Haubosiee 3HAYUMBIX (DAKTOPOB pUCKA PA3BUTHUS DMUJIETICUU Y
nerei, crpanaronux JILIT.

Marepuansl u Meroabl. O6cnenoBano 132 pgereil. OCHOBHYIO TpYIIy COCTaBWIM [IETH,
crpamaromue smwtencued u JUII, — 53 manwmenrta, Bropyro rpynmy — mnamueHntsl ¢ JIIT 6e3
SNWIENTUYECKUX MPUCTYNOB — 59 fered, TPEThI0 TIpymnmy — MANUEHThl C pPEe3UayalbHOMN
HEBPOJIOTHYECKON cuMnToMaTukon — 20 nereit. CTaTHCTUYECKYIO 00paOOTKY JaHHBIX MPOBOJMIH C
MIOMOIIBIO HeTapaMeTpUUYecKoro aHaiau3a rnpu 3Hadenuu p < 0,05.

Pe3yabTaTsl. Dnmencus y aerei, crpagatomux I, BesiBaena y 15,9% (21 u3 132 gerein).
ONuiIenTHYecKue MPUCTYIbl yalle BO3HUKaNIM Npu cMmemanHoi ¢opme LT — 58%, moutu B
YETBEPTU CIy4daeB — IMpPH CHACTUYECKOM AWIIETMH W cracTudeckod remuruiernn — 19% u 23%
cooTBeTcTBEHHO. [lapumaneHpie snunpuctynsl BbisiBIEHBl Yy 40%, reHepann3oBaHHbBIE TOHHMKO-
kioHnnueckue — y 11%, snunentuyeckas sHuedanonatus — y 27% nanuentos. Eme y 8 nmereit
BbIABJICH marosnorndeckuid marrepH 2O — 18%. 3HauumbiMu  (akTopaMu pHUCKAa Ppa3BUTHUS
snunencuu y aere, crpagarontux JIII, 6pumn: anemus 6epemenubix (p = 0,037), HETOHOMIEHHOCTH
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IV crenenu (22-28 nenens recranun) (p = 0,00047), auskas onenka mo mkaine Anrap (0—6 6amios) (p
= 0,043), anTenaranbHas runokcus mwioaa (p = 0,018), neonaransusie cypoporu (p = 0,0006).

3akarouenue. Takum oOpa3om, 4acToTa BO3HUKHOBEHUS smmiencun y aeteit ¢ LI cocraBmia
15,9%. Ilpeobnananu napuuanbHble smwmientudeckue npuctynbl— 40%. 3HaunMbiMu (daKkToOpaMu
pucka pasputus smmiencun y gereid ¢ JUIT Opumm anemust GepeMEHHBIX, HEAOHOIICHHOCTH [V
creneHn (22—-28 Hemens TecTalyu), HU3Kas OILCHKA IO IKaje Amnrap, aHTeHaTajdbHas THIIOKCHS,
HEOHATAJIbHBIE CYI0POTH.

AHAJIA3 CTPYKTYPbI U IUHAMUKH 3ABOJIEBAEMOCTH
HEUPOOIIYXOJISAMU Y AETEU BT'. PA3AHU

IOpxoBa T.H., Kaxyruna C.O.

T'opoockas oemckas nonukaunuka Ne 7
2. Pazanw, Poccus

AkrtyaabHocTb. Yactora BeTpeuaemoctu omyxone IIHC y nereit no 15 ner cocraBisier B
cpennem 1 Ha 30000. ¥V neteit mpeobnagaroT BHyTpuMo3roBbie omyxonu (81-91%), damie B 3aaHei
YEpEenHO SIMKE U MPEeuMyLIEeCTBEHHO o cpeauHHoi nuHuu (o1 70 no 83%). PanHss auarHoctuka
OMyXoJel TakoW JIOKamu3aluu ObIBaeT TPYIHOM, IIOCKOJIBKY O4YaroBas HEBPOJIOTMYECKas
CUMITOMATHUKA MOSIBIISIETCS MO3/HO.

Heab. M3yuuts panHue kauHuueckue npossienus omnyxoneid [IHC, neHHOCTh 1a00paTOpHBIX U
MHCTPYMEHTAJIbHBIX UCCIIEOBAHUN, PE3YIbTaThl KOMIUIEKCHOIO JICUEHUSI.

Martepuan u meroabl. [IpoBeneH perpocnekTHBHBIN aHanu3 cTpykTypbl omyxosed [HHC y
netei B Bospacte ot 1,5 net no 17 ner, nadmonasmuxcst ['BY PO «'JIIT Ne 7» B 2016—2018 rr.

PesyabTaTsl. Beero Habmonanocs 17 gerel ¢ omyxosissMUd TOJIOBHOTO MO3ra, Y 4 U3 HUX OHHU
MOSIBUJINCh HAa (OHE HACIEJCTBEHHBIX CHHAPOMOB: TYOEpO3HBIN CKIIepo3, HeWpopudpomMaros.
3aboneBaemocTh coctaBuna 0,75 Ha 22447 nerckoro HaceneHusi. CmeptHocTh — 0,0089 Ha 22447.
Bospact — ot 1,5 ner no 17 ner. JJe6ror — ot 1,5 no 14 ner. MampunkoB — 10, neBouek — 7.
CrpykTypa omyxoJjieil: acTponuroma, Menayuiobisacroma, (ubpocapkoma, >3MEHAMMOMA, TIIHOMA,
XOPUOUINANUILIOMa, MUKpPOaieHOMa Turnodusa. 3710Ka4eCTBEHHBIX OMyXoJieh 8, J0OpOoKauyeCTBEHHBIX
9. JleGroT B BHJE TOJOBHBIX Oo0jel, pBOTHI y 9 4Yen., B €IMHUYHBIX CIIydasiX aTaKCHYECKUH,
CYJIOPOKHBIN CHHIPOMBI U TJ1a30/1BUraTelIbHbIE HapylIeHUs. becCHMIITOMHBIE OIMyX0IH OOHAPYKEHBI
Ha MPT Ha QoHe HaclnenCTBEHHBIX CHHAPOMOB. Yamie 53TO ONyXojlu HHGPPATEHTOPUAIbHBIE.
Meracrassl y 2 yen ¢ meayiuiodnactomoit. Pentuaueel — y 4 yen. Jledenue — xupyprudeckoe y 10
yell., y 4 u3 Hux npumensuiace JIT, XT. Ymepnu 2 4den. ¢ OCIoXKHEHUSMU B BUAE OKKIIIO3MOHHOM
ruaponedanuu, MeTacTa3oB, pocTa omyxoiau. OTek aucka 3puTeabHOro HepBa — y 3 manueHtoB. MPT
TOJIOBHOT'O MO3Ta IIPOBOJWIIACH BCEM NAIIUEHTAM.

3akarouenue. KonnuecTBo nereil moj HabIIOJEHHEM C TUATHO30M «OIYXOJIb TOJIOBHOT'O MO3Ta)
cocTaBmiio 17 4ernoBeK, MaJbYMKOB HECKOJBKO OOJIbINE JIEBOUEK; Yallle OMYXOJM TOJIOBHOI'O MO3ra
neOITUPOBAIH B Bo3pacTe oT 1,5 1o 8 et B BUje 00IIEMO3TOBOM CUMITTOMATHUKH; HAUOOJIbIIIee YICIIO
OONMBHBIX  OBTM € acTPOIUTOMaMH M MeNyJJlo0iacToMamMH;  4acTtas  JIOKaau3alus
uH(ppaTeHTopraIbHas; OCHOBHBIM METOJIOM TMarHOCTUKHU ObL10 npoBeneHrne MPT roigoBHoro mosra.

OIIBIT MIPUMEHEHUS BUOTEHHOI'O HEMPOMOJYJISITOPA ¥
HEJOHOHMEHHBIX HOBOPOXJAEHHBIX C HEKPOTU3UPYIOIIIUM
JHTEPOKOJIMTOM

IlommoBa H.F.l, TeasimoBa E.M.z, denopoBa O.B.Z, Bosaatuukosa H.A.2

Y@re0yY BO UrMA, ’rey3 3KI1]
2. Quma

AkTyanbHocTh. Hekpormsupyrommuii  sHTrepoxonutr (HOK) — OGone3Hp  BBDKHBIINX
HeJIoHOIIEHHbIX. OHOM 13 npuunH pa3Butud HOK sBiseTcss HEKOOpAMHUPOBAHHAS NTEPUCTAIBTHKA Y
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HEJIOHOIICHHBIX HOBOPOXKJIEHHBIX, YTO MPUBOAUT K 00Jiee MPOJOIDKUTEIHLHOMY KOHTAKTy OaKTepHii ¢
KUILIEYHBIM ITUTEITUEM.

Heasb. M3yuuth BiusHHUE OHMOTeHHOro HeWpomonynsTopa KopTekcMHa y HEZOHOIICHHBIX
HOBOPOXXJICHHBIX JAeTed, pa3BuBmux 1-to craguio HOK Ha MOTOpHKY KHIIEYHHKA W HWMMYHHBIN
CTaTyc.

Marepuan u metoabl. 72 pedenka CI' 26—34 nenenu recraruu, pazsuBire HOK 1-it ctenenu:
36 nereii, momydaBmmx npernapar KoprekcuH u3 pacuera 1 mr/kr/cyt BHyTpumbiieyHo 10 gHei c
MOMEHTa JUArHOCTUKHU TepaneBTudeckoi craguu HOK («l'epodapm», Poccus) (1-1 rpynma), u 36
JeTeH, He TIoy4yaBUIMX Ipernapar (2-g rpynmna).

Pesyabrarsl. [Ipuunnsl, npusenmme k pazputuio HOK, BIABISINCE C OJMHAKOBON YaCTOTON B
o0eux rpymnmax. Tepamnus npoBoJauiIach B COOTBETCTBUU C KIMHUYECKUMU PEKOMEHAALMSIMH BCEM
JETSIM.

3akmouyenue. Brxmouenme OuorenHoro HeWpomonyistopa KopTekcmHa B Tepanuio
TepaneBTuueckux craanii HOK y HelOHOIIEHHBIX HOBOPOKIEHHBIX CIIOCOOCTBYET pErpeaueHTHOMY
TEYEHHUIO Ipoliecca, OJaronpusTHO BO3AEUCTBYET Ha CTAHOBJIEHUE MPUOOPETEHHOIO UMMYHUTETA.

HEHPOTEHHAS KPUBOIIES Y TETEN
Kprokosa U.A.
C3I'MY um. U.U. Meunuxosa, Cankm-Ilemepbype

Heiiporennas kpusomes (HK) (anrmosizera.  «neurogenic  torticollisy) —  penkuit
Hecreuu(pUIecKuil CUMITOM, CBSI3aHHBIN C MATOJIOTHel LEeHTPaIbHOW MM Niepueprudeckoil HepBHOM
CUCTEMBl pa3auM4HON 3THojoruu. HemocraTouHas OCBEAOMIIEHHOCTh KJIMHULKMCTOB O BO3MOXKHOM
HEHUPOreHHOM I'€HE3€ KPUBOIIEU NPUBOAUT K IO3AHEH JIMAarHOCTUKE ONACHBIX HEMPOXUPYPrUYECKUX
3a00JI€BaHUH.

Iens. Ha ocHOBaHMM JMTEpaTypHBIX NaHHBIX HM3Y4UTh OCHOBHbIe npuuumHbl HK y nerelr u
NOBBICUTH 3PPEKTUBHOCTh paHHEH TMAarHOCTUKHU 3a0oneBaHui, npuBoasmux k HK.

Marepunansl u meroanl. M3yden stuonarorene3 HK. IlpoanammsupoBanel 9 ciydaes HK.
VYasrpaconorpadust (YC) — ObICTpHIN, O€30MacHbIi METOJ] CKPUHMHTAa BHYTPUYEPETTHON MAaTOJIOTHH
—  TpaHckpaHuanbHo-upe3pogHuukoBast (TUYC), tpanckpanuansHas (TYC); uepBuKanbHOM
natojoruu — cnuHansHas YC (MoBa A.C., 1997). [Ins Buzyanuszanuu 3agHeil yepenHoit ssmku (34 5)
(MO3XKeuKa, YEeTBEpTOro JKelylouka) Yy JOUIKOJbHUKOB 00s3aTeIbHO CKaHMPOBAHUE Yepe3
3aThUIOYHbIE TOUKU M TOUKY Bregma (B 061acTi 3aKpbITOrO pOJHUYKA).

Pesyabrarsl. OcHoBHBIMU npuunHaMu HK sBisttored: naronorus 3US u kpaHnonepBUKanbHON
oOnmactu  (OMyXOJH, TOPOKH pa3BUTHs, KPOBOM3IUSHUS), CYNpPAaTEHTOPHAIbHBIE  OIYXOJIH,
rusipouedanus, HeHponHPEKIUM, TUCTOHUIECKUE CHHAPOMBI, HEPBHO-MBIIIEYHbIE 3200J€BaHUS U JIp.
Benymue maroreHetmdyeckue  MEXaHM3MBL:  KOMIIEHCALMsl  HApyILIEHUH  JIMKBOPOJIWHAMUKU;
claBleHue/pa3ipakeHre sjaep AHa IV oKemynouka M MO3KEYKa, UEpENmHBIX HEpBOB —
BECTHOYIISIPHOTO, J100aBOYHOrO (Ha OCHOBAaHUM depena, B 00JacTH OOJBIIOrO 3aTHUIOYHOIO
OTBEpCTUS, B IO3BOHOYHOM KaHalle), 3aJHUX BEPXHEUICWHBIX KOPEIIKOB; PpacTsDKEHHE TBEpAOH
MO3rOBOM 000JIOUKH; KOMIIEHCAIIMs TJ1a30/IBUTaTENIbHBIX HapylleHui u ap. Berpewaemocts cumntoma
KpuBolen npu onyxoisax 344 y nomxonsHukoB gocruraer 30— 40 %, B 15— 20% ciydaeB sABIAsACH
€MHCTBEHHBIM IMEpBBIM IpPU3HAKOM 3abosieBaHus. B ananmusupyemoil rpymnmne Aetedl NpUYMHON
KPHUBOLIEH ObUIM: OMyXOJIH MO3KedKa (5), OIMyXoJb OCHOBaHMA yeperna U 1-2-ro ImeiHHbIX MO3BOHKOB
(1), skcTpamenyisipHasl IiepBUKalibHas omyxoib (1), xopuonananmmuioma (1), perporepedeusipaast
kucta (1). Y oTux nereil HempaBUIBHOE IOJIOKEHHE TOJIOBBI (HAKIOH K IUIeYy) OBUIO MEPBHIM
CUMIOTOMOM OO0JIE3HH, U AECTH JEUNUIUCh Y OPTONEa.

BoiBoabl. KnMHUIMCTHI AOKHBI YUYUTBHIBATH BO3MOYKHOCTh HEUPOTE€HHOTO BapuaHTa KPUBOILIEH,
0COOEHHO y JleTel C paHee HOPMAJIbHBIM IOJ0XKEHUEM T'OJIOBBI, IIPU OTCYTCTBHUHU JIPYTUX CUMITOMOB.
JU11 CKpMHMHT-IMarHOCTUKKM BHYTPUYEPENHON U ciMHanbHOU naronoruu ciyxut YC (TUYC, TYC ¢
00s13aTeIbHBIM CKaHUPOBAHUEM UYepe3 3aThUIOYHBIC TOYKH M TOUKY Bregma, crmaanbhHas YC). [lpu
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BbIsiBJICHHH Y C-TIaTOJIOTHH, HEBPOJIOTHYECKONW CHMIITOMATHKH, CTOMKOM TOPTHKOJUIMCE MOKa3aHa
skcneptHas Buzyanu3anus (MPT, KT).
PE3YJIbTATBI BOTYJINHOTEPAIINU TP HEPEGPAJIBHOM ITAPAJIMYE Y
JNETEM 10 3 JIET

Yeoanenko H.B., Apxunos B.B., 3bikoB B.II., CosioBseBa A.Il.

I'bOY JJIIO PMAHIIO
@I'BY «Hayunwiii yenmp skcnepmu3vi Cpeocms MeOUuyuHCcKo2o npumenenusy Munucmepcmea
30pasooxpanerus PO,
2. Mockea, Poccus

AKTyanbHOCTh. CHAacTUYHOCTH SBJSIETCS OOJNBINON mMpobiemMoil y aeTeil ¢ uepeOdpalbHBIM
napanuuom (LIIT), npensarcTByst cBoeBpeMeHHOMY (OPMUPOBAHUIO JIBUTATEIbHBIX HaBBIKOB. Y jeTeit
paHHero Bo3pacTa 0osbloe 3HaueHue B natorenese LI urpaer 3agepikka win OTCYTCTBUE PEAYKIIMU
BPOXKICHHBIX TOHHUYECKUX pedIeKcoB, 3aJepKKa WU OTCYTCTBHE pa3BUTHS YCTAaHOBOYHBIX
pedekcos.

Heab. OueHuTs pe3yabTaTUBHOCTH OOTYIMHOTEpANNH Y JIeTeil paHHero Bo3pacta ¢ LII1.

Matepuan u meroanl. OOcnenoBano 35 gereir 2—3-ro roma: 25 neTel CO CIACTUYECKOU
TUIIETHEH, 7 — ¢ TSOKEIOH CHacTHYEeCKOW IUIUIETHEe, 3 — ¢ TeMHIapeTHYecKor (HOPMOI.
PesynbTaTuBHOCTE OOTYJIMHOTEpANMM OLIEHUBAJIACH C IOMOIIBIO JUATHOCTUYECKUX TECTOB: IIKaja
cnactuyHoct 1o Ashworth, xamcTpunr-, Tpuuenc-, aIIyKTOPHBIH TeCTbl, OObEM aKTHBHBIX
JIBIDKEHUM B cycTaBax, mkaita GMFCS, crenens BhIpaK€HHOCTH TOHUYECKUX pedIeKCoB.

PesyabraTsl. Tonnueckue peduiekcsl onpenensiaucek y 28 (80%) neteil, U3 HUX CUMMETPUYHBIN
meliHbpiid Tonndeckuid peduiexc (CLUTP) y 16 (45,7%) nereii, 1abupuHTHBIN TOHUYECKUH pediexc y 9
(25,7%) nereit, aciMMETPHYHBIH MICHHBIH TOHUYECKHU# peduiekc y 3 (8,6%) nereit. boabubiv ¢ CLITP
JIOTIOJIHUTEIBHO OOTYJMHOTOKCHH BBOAWJCA B OONblIME TpyAHbIE MBI Pernonapnas
cracTU4YHOCTh HaOmonanace y 5 (14,3%) nereil. JlnuarHocTuyeckue TECThI IO M Yepe3 HeJeNo mocie
BBEJICHUSI OOTYJIMHOTOKCHHA JJOCTOBEPHO OTiaMYanuchk B 94,3% ciydaeB. Y Bcex 35 nereil cHU3WICA
JOKaJbHBIA CIIACTHUECKUH MBIIMIEYHbI TOHyC Ha | Oamn mo MOIUGHUIMPOBAHHOW MIKale
cnactuanoctu Ashworth. O6bem aBHKEHHH B CycTaBax JOCTOBEpHO yBeiauumics y 9 nmereit (25,7%),
YMEHBIIMJIOCH BIUsHME TOHMYeckux pediuexcoB y 28 aereit (100%). Ilpu oGcnenoBanuu uepes 4
Mmecsia 'y 17 (48,6%) nerei coxpaHuiics TOCTUTHYTHIM YpOBEHb 00beMa JIBUKEHUH B cycTraBax. bonee
3¢ dexTUBHAs TUHAMUKA OTMEYEHA Y MAllMEeHTOB C TSXKEJION CacTUYeCKON TUTUIETHEH.

3akiouenue. Takum o0pa3om, getd panHero Bospacta ¢ LIl mocme mnpumeHeHUs
O0TYIMHOTEpaNMU NEepellIi B TPyHnbl 0ojiee JIErKUX HapylmIeHUH I7100abHBIX MOTOPHBIX (DYHKIIMH.
BBenenue OOTYIMHHYECKOTO TOKCHHA TUINAa A B OO0JbIINE TPYJHBIE MBIIIIBI CIIOCOOCTBYET Pa3BUTHIO
(YHKLIMOHAJIBHBIX BO3MOXHOCTEH PYK, YTO B CBOIO OUYepeab CIOCOOCTBYET YIYYLIEHUIO COLUATBHOM
aJlanTalyy HalllUX MalMeHTOB.

BJIUSTHUE PAHHEH HYTPUTHUBHOM IMMOJJIEP)KKH HA HEPBHO-
ICUXUYECKOE PA3BUTHUE I'TYBOKOHEJJOHOIIEHHBIX JIETEN

Monosa H.I'.!, BosruarHukosa H.A.2% ®enopoBa 0.B.?, bpsasrynoBa 0.I'’?, Konteesa M.B.”

'\orE0Y BO YrMA4, ’rsy3 3KII]
2. Yuma
AKTYaJIbHOCTB. B ycloBHsIX yBenMueHUs MONMYJSALMU AETel, pOJUBIINXCSA KpaillHE HE3PEIIbIMH,
0oJbIIOE 3HAYEHHE NMPUOOPETaeT HAKOIUIEHHWE OMbITa KakK M0 COXPAHEHUI0 HUX 3[0pPOBBS, TaK U IO
00s13aTeNIbHON MPO(UIAKTUKE TUITUYHBIX JJIS HE3PEJIOCTH 3a00JIeBaHUH.
Heab. OnieHUTh 0COOEHHOCTH HEBPOJIOTHYECKOTO CTaTyca B IMO3/IHEM HEOHATAILHOM NEPUOJIE Y
HOBOpOXXAeHHBIX Aereit c OHMT npu ecrecTBeHHOM U (POPCHPOBAHHOM BCKAPMIIMBAHHH.
Marepuan u meroabl. MeTogoM ciydyailHON BBIOOPKH TPOBEACH PETPOCIEKTHBHBIN aHaIN3
ucropuii Oonesnn HOBOpoxaAeHHBIX nereid ¢ OHMT. 1-to rpynmy cocraBwin 28 HEZOHOUICHHBIX
JIeTe, HaxOAAIIUMXCA TOJBKO Ha TPYJIHOM BCKapMiMBaHUU. 2-10 rpynny coctaBuian 30
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HEJIOHOIICHHBIX JIeTel, HaXOAIMXCAd Ha CMEUIaHHOM BCKapmiuBaHHM 1:1 (MCHONB30BajIMCh CMECH
JUTSL HETOHOIICHHBIX JIETeH).

Pe3yabTaTsl. HoBOpokIeHHbIE 00eMX Tpynn ObUIM COMOCTaBUMBI IO CPOKY TIeCTalluH, II0
MaccO-pOCTOBBIM MOKAa3aTelsM, 10 MOJOBOMY MpU3HAKYy. Y BCeX OBbLIM TUArHOCTHUPOBAHBI TsDKEIbIC
runokcuueckue nopaxenuss [IHC. C onuHakoBO#l 4acTOTON pErucTpUpoBaslach IT'MIIONIPOTEUHEMUS B
obeux rpymnax y 6 yenoBek (30%), BO BTOpOii IpyIre HECKONbKo daine octeorneHus: y 4 (20%)
npotus 2 (10%) B 1-i rpymme.

3akiarouenue. TakuM oOpa3oM, paHHsISI HYTPUTUBHAS MOJAJEPKKA BIUSET HE TOJBKO HA TEMIIbI
(U3UUECKOro pa3BUTHs HEAOHOUICHHOTO PEOCHKA, TEYCHNE HEOHATAILHOTO MEPHOa, HO U MO3BOJISET
CKOpPpUTHpOBAaTh pPAaHHUN cKauoK paszButusa. [ng obecrneueHus BHYTPUYTPOOHBIX TEMIIOB pOCTa
HEJIOHOIICHHBIX JIETeH, HAXOAAIIMXCS Ha TPYAHOM BCKapMJIMBAHWH, HEOOXOIUMAa JTOTIOJHHUTEIbHAS
KOPpEKLIUs MTUTaHUSI.

IF'EHETUKA PAHHUX MJUIAJEHUYECKHUX DQITWJIENTHYECKHUX
SHIIEPAJIOINATHI
Xo0JIMH A.A.l, 3aBaieHKO H.H.l, @DegoHI0K I/I.I[.Z, Ko:xanoBa T.B.l, Wiabuna E.C.2
1Kaqbe()pa HEeBPOI02UU, HEUPOXUPYPUU U MEOUYUHCKOU eHEeMUKU UM. AKAOeMUKa
JI.O. baoansna neouampuueckozo gpaxynemema @I'AOY BO «Poccuiickuil HayuoHaibHbllL
ucciredosamenvbCekuli meouyuHckuul ynusepcumem umenu H.U. Ilupoeosa» Munucmepcmea
30pasooxpanenus Poccutickoti @edepayuu
2Omoenenue ncuxonegponocuu Ne 2 Poccutickou 0emckou kauHudeckou bonvHuysl PI'AO0Y BO
«Poccutickuii nayuonanvuwlii uccredosamensbckull MeOuyuHckull ynusepcumem umenu H.H.
Iupozosay Munucmepcmea 30pasooxpanenusi Poccutickoii @edepayuu
2. Mocksa

AkTyanbHocTh. Hanbomee TsokensIMU BapHaHTaMU SMWIETITHYECKUX dHIIe(asonaTHii ABIsOTCA
panHue mianendyeckue ux Gopmel. Ha Hactosiee Bpems B Mexaynaponnyto 6asy OMIM BHeceHo 82
BapUaHTa pPaHHUX MJIQJIEHYECKUX OSNWICNTUYECKUX »HHuedagonaTuii ¢ HASHTHPULHUPOBAHHBIM
MOHOT'€HHBIM TUIIOM HacienoBaHus (40 ¢ ayTOCOMHO-IOMUHAHTHBIM, 35 C ayTOCOMHO-PELIECCUBHBIM,
4 BapuaHTa ¢ X-CLEIUICHHBIM PELIECCUBHBIM U 3 BapHaHTa ¢ X-CLEIUICHHBIM JOMUHAHTHBIM).

Heab. V3yueHue TreHETHYECKUX BapHaHTOB U  KIMHHUKO-3JIEKTpOlHIE(anorpapuyecKux
0CcO0EHHOCTEH paHHUX MIIAJICHUECKUX MHIENTUYECKHX dHLe(hanonaTui.

Marepunansl u wmeroabl. CekBenupoBanue JIHK HoBoro mnokosieHust (HOJTHO3K30MHOE
CeKBEHHpOBaHHE U TMaHenb «HacnencTBeHHbIE SMUIETICUUY) OCYIIECTBIAJIOCh Ha IulaTdopmax
[IluminaNextSeq 500, Illumina HiSeq 1500 u Illumina HiSeq 2500 (CILIA). lunamuveckuii BUACO-
DOI'-MOHUTOPHHT MPOBOAMICS MOCPEACTBOM cUcTeMbl «JHIeanan-Buneo» Ha 6aze PM-DOI-19/26
«OHUEDAJIAH-PM» (HITK® «Menukom MT/I», Taranpor, Poccust).

PesyabTaThl. Cpenn MiaJieHIeB ¢ SMHJIECNTHYECKUMH SHIEe(haNIoNaTusIMi ObUIM BBISBICHBI 19
MAIMEHTOB C UJIEHTU(GUIIMPOBAHHBIMU MYTaIUsIMU TeHOB rpynnsl PMO3: 5 nereii ¢ PMDD 6-ro Tuna
(rer SCN1A), 4 pebenka ¢ PMD3 14-ro tuna (KCNT1), 3 neBouku ¢ PMD3 16-ro tuna (TBC1D24),
2 pebenka ¢ PMOD 4-ro tuna (STXBP1), 2 manpunka ¢ PM3D 5-ro tuna (SPTANI1), 1 cinyuait
PMD33 7-ro tuma (KCNQ2), 1 ciyuait PMO3 9-ro tuna (PCDH19), 1 neBouka ¢ PM33 18-ro tuna
(ren SZT2). B mpexacraBieHHOW Tpymme MAIMEHTOB BBHISBICHBI paHEe HE ONMHMCAHHBIC BapHAHTHI
MyTalliii, He BHeceHHbIe B 0a3y manHeix OMIM: TBC1D24 (1499C>T, Ala500Vval), TBC1D24
(chr:16:2546775 A>C, Tyr209Ser), STXBP1 (C.*96T>A, frameshift mutation), SZT2 (2371C>T,
Arg791Cys), KCNQ2 (1742G>A, Arg581GIn), KCNT1 (1066C>T, Arg356Trp), KCNT1 (1439A>G,
Asp480Gly) and SCN1A (1224delC, Phe408fs). Haumbosee TspKenble Clydad SIAIEITHYECCKUX
sHIIe]aTONaTHi U MaKCUMAJIbHO KCIIPECCUBHBIC KIIMHUKO-3JIEKTposHIIedaIorpaduieckue maTTepHbl
B BH/JIE MUTPUPYIOLIUX MYJIbTH(POKAIBHBIX SMUWICNITUYECKUX MPUCTYNOB OBUTH MPUCYIIH MJIAJCHIIAM C
mytanusimu reHa KCNT.

3akaouenue. Jletn ¢ QapMakOpe3UCTEHTHBIMU (OpMaMU SMUICHICUM U SMUICITUYECKUMU
sHIIe(aTONaTUAMH, a TAK)KE C HEOOBIYHBIMU BapUaHTAMU TEUCHMS JAHHBIX 3a00JI€BaHUN HYKIAIOTCS
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B TCHCTHUYCCKOM OGCJICIIOBaHI/II/I MCTOAUKAMH 3K30MHOTO CCKBCHHUPOBAHHA HOBOI'O ITOKOJICHUS —
TaKMH Kak IIaHCJIb ((HaCJ'ICIICTBeHHBIe OITHUJICTICHUI), KIIMHUYECKOC u IIOJIHO3K30MHOC
CCKBCHHUPOBAHUC.

OPTAHM3ALIMA MEJUIIMHCKOM IIOMOIIH JAETSIM C HOCJIEJACTBASMU
CIIUHHOMO3T'OBBIX I'PBIK ( 5-JTIETHUI1 ONBIT « LIEHTPA SPINA BIFIDA»)

BaunaypamBuim A.X'., UBanos C.B., Poxuna H.A., Kenunc B.M.

DedepanvHoe cocyoapcmeenHoe DrddicemHuoe yupedxicoenue «Hayuno- uccredosamenvcrkozo
oemcko2o opmoneoduueckoz2o uncmumyma umenu 1. U. Typuepa» Munucmepcmesa 30pagooxpanenus
Poccuiickoti @edepayuu

Canxm-Ilemepbype, Poccuiickas ®edepayus

AKTyanbHocTh. CIUHHOMO3roBas TpbDKa — TSDKENBId TOPOK Pa3BUTHS ITO3BOHOYHUKA H
CIIMHHOTO MO3ra, CONPOBOXKAAIOLIMICS HapylleHHeM (YHKIMM HHXHMX KOHEYHOCTEH, Ta30BbIX
OpraHoB, 4YacTO COYETAOLMiics ¢ JOpyruMud  mopokamu. Bcerpewaemocts  1:1000-3000
HOBOPOXXJIEHHbIX. Pa3HOOOpaszye KIMHUYECKUX NPOSIBIECHUI MOCIEICTBII CIMHHOMO3IOBOM I'PBIKH Y
neTei TpeOyeT HaOI0ACHUS U JIEUEHUS] MHOTUX CHEL[UaJINCTOB.

Heasb. IToBeicuTh 3()(HhEKTUBHOCTh OKa3aHUS MEJUIIMHCKOM MOMOILM JETSM C IMOCIEACTBUAMU
CIIMHHOMO3TOBBIX TPBIXK.

Marepuansl M Metoabl. 388 gerel ¢ IOCIEACTBUSMU  CIIMHHOMO3IOBBIX — I'DBIK
KOHCYNIbTUpOBaHbl creruanucramu «Llertpa spina bifiday HUJIOU um. I''U. TypHepa B pamkax
KOHCHJIMYMa B COCTaBe OPTOIle/la, HEBPOJIOra, yposora, opraabMoiora, ICuxojora U opTe3ucra, 1o
pe3yabTataM KOTOPOTO COCTABISUICS TIEPCOHAIM3MPOBAHHBIA JICUEOHO-TMArHOCTUYECKHIA  TUIaH.
HeiipocermeHnTapHblif ypoBeHb HOBPEKCHHUS COMHHOTO MO3ra olieHuBasics 1o Sharrard.

Pesyabrarsl. 69 nereit uz 388 (18%) Hyxnmanuce B Helpoxupyprudeckom sedeHud (12 —
BEHTPUKYJIONEPUTOHEATbHOE IIYHTUPOBaHHUE, 40 — MOOMIM3aIUs COMHHOIO MO3ra, 8 — yCTpaHeHHe
JMacTeMaTOMHENnU, 9 — ynaneHue JUINOMbl TepMUHAIBHOU HUTH). Y 221 u3 388 (57%) nanueHToB
OTMEYAJIHMCh KOHTPAaKTyphl M JedopMallMd HWKHUX KOHEYHOCTEH, TpeOyloliue XHpYpruyeckoro
nedenus. Y 150 u3 221 (68%) nereit umenucey aepopmaiii CTol, NPensTCTBYIOMNE BEPTUKAIU3ALNH.
Kpowme Toro, 147 u3 388 (38%) manueHTOB HY>KAaJTUCh B U3TOTOBJIEHUH OPTE30B JUIsl X0AbOBL. [TouTH
BCE€ JIETH HY>KJAIUCh B KOMIUIEKCHOM ypoJjioruueckoM oocnenoBanuu: 332 u3 388 (86%).

3akmovyenue. MynbTUAMCHUIUIMHAPHOE KOHCYJIBTUPOBAHME B PaMKax CIEHUATU3UPOBAHHOIO
KOHCHWJIMyMa CIIOCOOCTBYET TIOBBIIIEHHIO 3()PPEKTUBHOCTH MEAMIIMHCKON TOMOIIM JAETSIM C
HOCJEICTBUSIMA CHUHHOMO3TOBBIX I'PBIXK.

POJIb 'EHA SETD2 B PA3BBUTUN PACCTPOMCTB AYTUCTUYECKOI'O
CIIEKTPA Y JIETEN

HInaiinep H.A., CaBunoBa A.B., Mockajuesna I1.B., HacsipoBa P.®.

@I'hY HMUL] ITH um. B.M. bexmepesa,
2. Canxm-Ilemep6ype

AkTyanbHocTh. PaccrpoiictBo aytuctuueckoro crnekrpa (PAC) saBnsercs oxHoil u3
aKTyaJIbHbIX MpOOJEeM COBPEMEHHOW IICUXMATPUM M HEBPOJOTMHM BBHUAY BBICOKOH YacTOTHI
BCTPEYAaEMOCTH, KIIMHUYECKOM M TeHeTHUYeCKoW rereporeHHocTH. [uddepeHnmanbaas IUarHOCTHKA
PAC — cnoxnas 3amaya, TpeOyromias Hadu4Ms HaBBIKOB (PEHOTUIIHMPOBAHUS UM MOJEKYJISIPHO-
TE€HETUYECKOM TNAarHOCTHKU.

Heas. Llensro qanHOro 0030pa ABISIETCS aHATM3 COBPEMEHHBIX MPEICTABICHUH O PO MyTalluu
rena SETD2 B passutum CJIJI kak peaxoro ¢enoruna PAC, a Takke BaXHOCTH TPAHCISALUU
COBPEMEHHBIX METOA0B MOJEKYJISPHO-TEHETUYECKON IMAarHOCTUKA B HEBPOJIOTMYECKYI HPAKTUKY
npu BeneHuu aereit ¢ PAC.
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Marepuanbl U MeToabl. [IpoBeieH aHaIN3 TOCTYNHBIX MyOJIMKAIMA ¢ TTyOMHOM MOouCKa 5 JeT
no kimodeBbiM ciioBaMm (PAC, renermka, CJIJI, ren SETD2, nuarHoctuka) B PYCCKOS3BIYHOM
nutepatype (e-library) u anrnos3eranbix 6a3ax nannsix (PubMed, Scopus, Web of Science).

Pesyabrarel. PAC — peakoe paccTpoOiiCTBO HEUPOICUXWYECKOTO PpAa3BUTUA Y JETEH,
XapakTepu3yroIeecs: crnenupuueckuM MOBEACHYECKHMM (EHOTHIIOM, CHIDKEHHOM coluanu3anueil u
CTEpEOTUITHBIMU TOBeACHUeCKUMHU peakuusmu. K 3aboneBanusiv, umetonuMm ¢enotun PAC,
oTHOcUTCS opdanHoe 3aboneBanne — cuHapoM Jlrockan—JIromumn (CJII). CJIJI (OMIM: 616831) —
CHHJIDOM YpE3MEPHOTO pOCTa, pa3BUBAIONIMICA B pe3yiabrare MyTrauuu reHa SETD2, kotopslit
XapakTepusyercss Makpouedanuei, 3a1ep>KKOi WHTEIUIEKTYaJbHOTO U PEYEBOT0 PA3BUTHUS, HU3KUM
ypoBHeM coumanuzarnuu, PAC. CJIJI saBmsercs penkum 3aboneBanueM ¢ ¢enotunom PAC u

XapakTepusyercs crnenu(puyecKuMu KJIACCUYECKUMU HEHpOopasnoIOrHIeCKUMHU u
HEWPONCUXUYECKUMH OCOOEHHOCTSIMH, YTO BaXKHO YYWTBHIBATh NPH (EHOTUIHMPOBAHMU JETEH C
¢denorunom PAC.

3aksouenue. J[aHHBIA 0030p IEMOHCTpUPYET BaKHOCTh Noucka Myrtanuil B rene SETD2 y
JieTel IOIKOIBHOTO Bo3pacTa Kak ¢ penoruriom PAC, Tak u ¢ SMMICNITHYECKUMHE SHIEPaTONaTHIMU.

ITPOBJIEMA BAJIAHCA 39®®EKTUBHOCTHU U BE3OITACHOCTH TEPAIIUH
IK30I'EHHBIM MEJTATOHHUHOM Y JETEH, CTPAJAIOINUX SITUJIEIICUEN

IInaiinep H.A., Mockanesa I1.B., HaceipoBa P.®.

QIBY HMUI] IIH um. B.M. bexmepeasa,
2. Canxm-Ilemepoype

AKTYyaJIbHOCTBb. DIWIENICUS U PACCTPOMCTBA CHA TECHO CBSA3aHbI Mexay coOoil. bonee uem y
IIOJIOBUHBI IALMEHTOB HMEIOTCS CYJOpPOTH, Pa3BUBAIOIIMECS BO BpEMS CHA. YYEHbBIE IBITAIOTCS
CBS3aTh HEKOTOPBIE THUIIBI AMWIENICUN C pa3IMYHBIMU HapyUICHUSIMH CHA: HapylIeHHE KayecTBa U
ApXUTEKTYpHI CHA, THEBHASI COHJIUBOCTh U T.J. XPOHOOMOJIOTHS M XPOHO(hAPMAKOJIOTUS UIIETICUU —
3TO AKTUBHO Pa3BHUBAIOIIEECs HAYYHOE HAIIPABJICHUE B ITOCIIEIHEE BPEMS.

Heab. Ananu3 wuccnenoBaHuil 3¢p(HeKTUBHOCTH U OE30MAaCHOCTH MPUMEHEHHs 3K30T€HHOTO
MEJNaTOHMHA, KaK JOMOJHUTEIbHOTO  JIEKAPCTBEHHOI'O  CPEACTBA, B  paMKax  0oOJe3Hb-
MOIUGHUIMPYIOLIEH Tepauy SIUWIEHICUH Y JeTel.

Marepuansl U Meroabl. [IpoBeneH aHamu3 JOCTYNHOM JIMTEPATypbl, B KOTOPOM OTPaKEeHbI
pe3yibTaThl uccieAoBaHui 3(h(HEeKTUBHOCTH U 6€30MaCHOCTH MPUMEHEHHS SK30T€HHOT0 MEIaTOHUHA Y
neter ¢ anwiencueil. KimroueBbie ciioBa: MENaTOHUH, SMIJICTICUS, STTUJIENTHYECKUNA CUHIPOM, 00JIe3Hb-
MoIuHUIMpYIOLIass Tepamusi, JEeTH, TMOAPOCTKH, Oe30macHoCTh, 3()(HEKTUBHOCTh, PEAYKIUS
IPUIIAJIKOB, HEXKEaTeNbHbIe TOO0YHbIE 3P PEKThI, KaueCcTBO KHU3HU. | TyOuHa noucka — 15 ner.

Pe3yabTaTsl. Hanbomnbimuit uHTEpec BhI3bIBaloT uccnenosanus Gupta M., Hancock E., Coppola
G., Jain C., Molina-Carballo A., Saracz J., Uberos J., Elkhayat H., Goldberg-Stern H., McArthur A,
Myers K. OnHako aBTOpaMu IMOJIydeHBl Kak IOJIOKUTENbHBIC, TaK U OTPULATEIbHBIE PE3YJIbTAThI
OTHOCHUTENIbHO YIIYYIIEHUS XapaKTepUCTHK CHa M KauyecTBa JKM3HU TNalueHToB. JlaHHble MO
HAJIMYMIO/OTCYTCTBUIO HEXeNaTeJIbHBIX peakiuil ObUTM TNpeACTaBIeHbl HE BCEMH AaBTOPaMH, a
IPEJICTABICHHbIE TaKXe PpPa3HWINCh. OJTO MOXHO OOBSICHUTH TEM, 4YTO HCCIEIO0BaHUs
HEMHOTOYMCIICHHBI, BBIMOJIHEHbl HAa HEOOJBIIMX TPYMNMax MAlMEHTOB U 3HAYMTEIBHO PA3ITUYAIOTCS
MeXAy co00OW MO u3aifHy, 4acTh pPacCMaTPUBAEMBIX pa0OT SBIISIETCS OMHUCAHUEM KIMHHUYECKUX
ciyyaeB ¢ ywyactueM 1-3 manueHTtoB. CpaBHEHHE pe3yJlbTaTOB HCCIEAOBAaHMM Mexay coOoi
BCJIE/ICTBUE UX PA3IUYHON CTPYKTYphl U crienu(pUKH HEKOpPpeKTHO. Takum oOpa3oM, B HacTosIlee
BpEMSI CJI0)KHO PEKOMEHI0BAaTh MEJIATOHUH K IIMPOKOMY IPUMEHEHHIO B TOBCEIHEBHON KIMHUYECKON
MPAaKTHKE SMUIENTOJIOora.

3akiro4yenue. Ba)xHO OTMETUTB, YTO ONPEEICHUE ONTUMAIBHOM AJIs MALIMEHTOB, CTPAAAIOIINX
SMWJICTICUEH, CYTOUYHOW J103bI SK30IN€HHOI'O0 MEJIATOHMHA — JIOCTAaTOYHO TPYJOEMKHUN MpOoUEce,
NIOCKOJIbKY ~ Takas  Ooyie3Hb-MOAUdHUUpYIOIIas Tepanmus 3aboineBaHusi Oynmer  TpeboBaTh
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WHAMBUAYAILHOTO TMOAXOAa K  KaXIOMY TAIHMEeHTy, 4YTOOBl JOCTHYh OallaHca  MEeXAy
MIPOKOHBYJIbCAHTHBIM U aHTUKOHBYJILCAHTHBIM 3P eKTaMH 3K30r€HHOTO MEJIATOHWHA.

CJIYYAY MUOKJIOHUYECKOM JUCTOHUU B IETCKOM BO3PACTE
I'yasimosa /I.H., Komuixonos Y.P.

TawkenmcKutl uHCMuUmMym yCo8epuleHCmeo8anus epavell, kKagheopa 0emcKotl Hespoiocuu
2. Tawkenm, Y36exucman

AKTyanbHOCTh. llepBuuHBIE (OPMBI MHUOKIOHMYECKMX JUCTOHUM MOTryT OBITh Kak
HACJIEICTBEHHBIMH, TaK U criopagudyeckuMu. CUMOTOMaTHKa B OOJBIIMHCTBE CIy4yaeB MPOSBIISIETCS B
paHHEM JEeTCKOM, JHOO B IMOJPOCTKOBOM Bo3pacTe. MHOKIOHHWYECKass AMCTOHUS XapaKTEePHU3YyeTCs
BBIPQ)KEHHBIMH MHOKJIOHUYECKMMHU HOJACPIMBAHUSAMH, OOBIYHO IOPAXKAIOIIUMHU PYKH, LIEK U
TYJIOBHIIIE, B MEHBIIICH CTETICHN HOTH, TIOCJIE BHITOJIHEHHSI CII0)KHOM COTIIACOBAaHHOM pabOoTHI.

Heab. Manpuuk 5 ner. OOpartuinack cembsi ¢ xanmobamu (CO CIOB MaTepu) Ha TpPeMop,
HAaCWJIbCTBEHHbIE, HEMPOU3BOJIbHBIC, Pa3MaxMBalOIIME JBH)KEHUS B KOHEUHOCTSAX, TYJOBHILE MpU
LieJIeHANPaBJIEHHBIX JIBI)KEHUSX (IIOCIJIE CTpecca U BOJTHEHUH YCHIIMBAIOTCS).

Marepuanbl U MeToAbl. BriepBrie B 2 roga Mama 3aMeTmiia y peOeHKa TpeMop, A0 ITOTrO
OTMEYaeT TOHWYECKHE HAINPSDKEHUS! MBI KOHEYHOCTEeH U Tyj0BUIIA. BHavase npu ABMXKEHUSIX ObLI
KpPYIHOPA3MalllUCThIi TPEMOP PYK, MOTOM IPUCOECTUHWINCH HACHIbCTBEHHBIE, HEIPOU3BOJIBHBIC,
pasMaxuBarollie JABIKEHHMsT B KOHEYHOCTAX, TYJOBMIIE, HaOJNIOJAIOIIMecs TOJNbBKO MpHU
LIeJICHAIIPaBJICHHBIX JBU)KEHUAX, B [IOCIIEIHEE BPEMSI U B IIOKOE OTMEUAIOTCsA (PEIKO).

PesyabTaTsl. HeBponoruyeckuii ctaryc. UMH — He HapymieH, uvula oTkioneHa BieBo. ToHyc
MBILII[ MOBBIIEH IO IUJIACTUYECKOMY THILY, CHMITOM 3yO04aToro KoJjieca IOJIOXKUTEIbHBIMN.
CyxoxunbHble peduiekchl xkuBble, D>S, maronornyeckux 3HakoB HeT. OTMeUaroTcs TMIEPKUHE3bl B
BUJE JTUCTOHUH, Ooipiie crnpaBa. B mo3ze PomOepra HeycToiuuB, TOYHBIE HPOOBI BBIMOJHSET C
UHTEHLMEH, MumornonaganuemM, D>S . OyHKIUU Ta30BbIX OpraHoB B 0OJIPCTBOBaHHE KOHTPOJIHUPYET,
BO CHE He KOoHTponupyeT. JlaboparopHo-uncTpymeHTansubie gannbie: Jlakrat (LAC) -no expt — 2,4
MMOIb/T, Tocne easl — 3,7 mmonb/1. MPT romoBHoro wmosra: MPT-mpusHaku ymepeHHOU
cybarpoduu mepeaHuX OTIEJIOB BHUCOYHBIX JIOJIEW TOJIOBHOro Mmo3ra. MPT-mpusHaku u3mMeHeHUi
cybapaxHouanbHoro mpocrpanctsa 345, OMI: Ha untepdepeHIMOHHON KPUBOM C MBIIII BEPXHUX
U HWKHUX KoHeuHocTed 3apeructpupoBan [-III mo IOceBuu c ypexenumem BDA. DOI:
BonpcrBoBanue. Anbda-putm cnado copMrUpoBaH B 3aTBUIOUHBIX OT/IEaX T'OJIOBHOI'O MO3Ta.

3akiaroyenue. Y jgerell Miaaliero Bo3pacTa MUOKJIOHWYECKHE JUCTOHUM MOTYT BXOJUTh B
CTPYKTYPY MHOTHX CHHJIPOMOB, KOTOpBIE UMEIOT Pa3JIMYHbIE 3THOJIOTHYECKHE (DAKTOpPBI, MPOTHO3 U
nedyeHre. IJTo TpeOyeT NPUMEHEHHUsT BCEro CHEKTpa OOCIeTOBaHWM, BKIIIOYAIOIIETO IPOBEIACHUE
METOJOB  HEWPOBU3YaJM3allUH,  NPOAODKEHHOTO  BUACO-OOI'-MOHUTOpPMHIA,  T'€HETUYECKUX
WCCJIEIOBAHUM B LEJISIX YTOUHEHHUSI INarHo3a.

OINUCAHUE KIIMHUYECKOI'O CJIYYAS DHUE®AJIIUTA PACMYCCEHA
Mamancypos IIIII., I'ynamosa JI.H.

Tawkenmckutl uHCmMumym yCo8epuleHCmeosanus epavell, Kagheopa 0emcKoul Hespoocuu
2. Tawxenm, Y3bexucman

AKTyanbHOCTh. OHuedanur Pacmyccena mnpencraBisger coOoi peakoe, CHOpaanveckoe,
XpOHUYECKOe 3a00JIeBaHUE TOJIOBHOTO MO3ra, BEPOSITHO, BUPYCHOW STHOJOTHH, MPOSIBISIONIEECS
(okaTbHBIMH MOTOPHBIMH M MHOKJIOHUYECKUMH MPUCTYIIAMU B COUYETaHUM ¢ remMumnape3om. CoriacHo
pa3HBIM THUIIOTE3aM, B OCHOBE 3a00JI€BaHUS JIGKUT BUPYCHas WH(OEKIUS WIH ayTOUMMMYHHOE
MOPpAKCHUC C YIACTUCM aYTOAHTUTCII 1/Uan TUTOTOKCHYCCKHX T-JII/IM(I)OI_II/ITOB.

Hean. Manbunk 8 mer. JKamoObl: Ha CyIOpOTH, OTCYTCTBHE pPEYH, OTCTABaHHE B DPA3BUTHH,
HApymICcHUeC IIBI/I)KGHI/If/’I B JICBBIX KOHCYHOCTIX.
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Marepuanbl u MeToabl. 113 anamHe3a: peGeHOK pOC M Pa3BHBAJICS MO BO3PACTy 10 5,5 mer.
Bnepseie B 2017 1. Ha (QoHE BBICOKOH TeMmmepaTrypbl OTMEYAINUCh (DOKAIBbHBIC MPHUCTYIBI B BHUIC
SMUJIENITUYECKOTO CTaTyca, B CBSA3UM € 4eM peOeHok Obul rocnuranusupoBan B HUW menmatpuum B
OTJIEJICHHE JETCKOW HEBPOJIOTUU

PesyabTarsl. IIpu nocrymieHMH B HEBPOJIOIMYECKOM craryce: co croponsl UMH cmpasa
nosaynro3. Bo Bpems ocMoTpa OTMEYalloOCh TOHHMYECKOE HANPSIKEHUE B JIEBBIX KOHEYHOCTSIX,
NOJEPrUBaHUs JICBBIX KOHEYHOCTEH MPOAOIDKUTEIBHOCThIO A0 | MHHYTHI 0€3 MOTepu CO3HAHUS.
JIeBOCTOpOHHUI TeMHuIIape3, IUCTOHMYECKas YCTAHOBKA IAJIbLEB JICBOM KUCTH, TMIEPKUHE3BI U
MHOKJIIOHYC B JIEBOM pPYKE M MEHEE BBIPAKEHHBIE B JIEBOM HOre, YCWIMBAIOLIMECS MpU
LieJIeHaNpaBlIeHHbIX JBWKeHusAX. [lepectan camocTosATenbHO XoauTh. Co ClI0B MaTepu — y pebeHKa
HOSIBUJIMCH 3IU30IMYECKHUE MPOOJIEMBl C PEUblo: 3aTPYAHEHUS B MOJOOpE CJIOB, BO3HUKAIONIME HA
¢done BonHeHus. MPT-nipusnaku pyOroBo-aTpouyeckrx U3MEHEHUH PaBoro NOJIyIIapHs TOJOBHOTO
Mo3ra (mocneactBue BocnaneHus?). D3I odar snunenTudopMHONW AaKTUBHOCTH B BHIE «OCTpas-
MeJIJIEHHasl BOJIHA» U3 JIOOHO-BUCOUYHBIX OTAENOB. MexmonymapHas acumMmerpus. Yepes 6 mecsien
noBTOpHO ciuenano MPT: MPT BbIIBHWIIO POrpeCcCUPOBAHUE MATOJIOTMYECKUX W3MEHEHUN B IPAaBOU
reMucepe U JEMOHCTPUPOBAJIO OTPULATEIbHYI0 JAMHAMUKY B CpPaBHEHMH C HPEbLAYIIUMHU
UCCJIEJIOBAHUSIMH.

3aki0ueHHe. YUUThIBasi OCOOCHHOCTH TEUCHMs 3a00JI€BaHUs B BUJE MAapLUAIBbHBIX MOTOPHBIX
IPUCTYIOB, JEBOCTOPOHHETO TEMHITAPE3a, SMIIENTH()OPMHON aKTUBHOCTH JIOOHO-BHCOYHBIX OT/AETIOB,
pyOLI0BO-aTpOPHUECKUX M3MEHEHUIl NpaBOro IMoJIyllapusi TOJOBHOTO MO3ra M OTPULIATENIBHOMN
JUHAMUKA 110 JTAaHHBIM MAarHUTHO-PE30HAHCHOW ToMorpaduu, amarao3 sHuedanura Pacmyccena
IIPABOMOYEH.

NEPUHATAJIbHOE ITOBPEXJEHUE HEPBHOM CUCTEMBI Y MJIAJIEHIIEB:
MHU®bI 1 PEAJIBHOCTD

Ky3nenosa J.B., TpyxaHkuHa 3.B.

1 . .
Tlempo3zagoockuii 20cy0apcmeenbili yHusepcumem
2
Jlemckas pecnybauxanckas 6oronuya M3 PK
2. Ilempo3zasoock

AKTyasabHOCcTb. B Poccum nuarHo3 mneprHaraapHOTO IOBPEXIACHUS HEPBHOM CHCTEMBI
3aHHMAaeT OJIHy M3 IMEpBBIX CTPOYEK AMCIAHCEpPH3alMM IO HO30JIorHuecKuM ¢opmam. B npyrux
ctpanax EBponsl 1 Amepuku npouent 111 HC cocrasnsier ot 0,7 10 1%.

Heas. [Ipeaoxxuts HOpMY M HATOJIOTUIO MPHU KIMHUYECKOM 00cieoBaHMM peOeHKa 0 roja,
HOpPMY U BapUaTUBHOCTb U3MEHEHUH NP HelpocoHorpaduu, cokpatuth runepauarnoctuxy [1I1 HC B
Poccun.

Marepuaabl u Meroabl. 3060 gereli no roga U B KaramHe3e. MeTonabl: KIMHUYECKHM,
yapTpacoHorpaduueckuit, MPT, 93T,

Pe3yabTarsl. Bece et nMmenu pas3inyHbIe TEMITBI Pa3BUTHS B ICUXOMOTOPHOM CTaTyce, K TOy
BCE OLICHUBAJIMCh HEBPOJIOTaMU Kak 370poBsle, poueHT 111 HC causwmiics no 35-37%.

3akimouenue. [{udper nepunarampHoro moBpexaeHus HC ot 40 no 83% sBiusroTcs
runepanariocTukoii. HeoOXoauMo HamoOMHHUTH HEBpOMNAToJioraM M IeauaTrpaM TIpaHUIbl HOPMBI
MICUXOMOTOPHOTO pa3BUTHS, a Takke HOpMbl HCI'. «JleunTh — HE J€YUTh» — TOKE JUCKYCCUOHHBIN
Borpoc. Takum oOpas3oM, HeoOxoaumo npusHath, uro IIII HC y Hac He Oonblie, yeM B JIpYrux
crpa”ax. M Bce m0u pa3HbIe IO TEMITAM Pa3BUTHSL.
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HCIIOJb30BAHUE KPOCCKOPPEJIAITMOHHOI'O AHAJIM3A 33T (K93I') B
JAUATHOCTHKE PE3UAYAJBHO-HEBPOJIOTHYECKHUX PACCTPOUCTB

®ecenko 10.A.%, ®ecenko E.B.%, ®ecenxo E.JO.2

‘cre rxy3 L[BJI «/lemckasa ncuxuampusy umenu C.C. Muyxuna
2CI16 I'BY3 I'opodckas demckas noaukiunura Ne 19
2. Canxkm-Ilemepbype

AKTyanbHOCTh. PaHHAs pauarHoctuka u JudQepeHIpOBaHUE MHOTOYUCIEHHBIX HEpPBHO-
NICUXUYECKUX PACCTPOUCTB AETCKOTO BO3pacTa SBIAETCS OJHOW W3 aKTyalbHEHIIUX MpoOiieM
COBPEMEHHOM HEBPOJIOTUU U TICUXUATPHH.

Heas. [Tokaszars 3 pexTrBHOCTH AHarHOCTUKHN MeToaoM KOOI

Marepunansl M  Meroabl. /[leTM ¢ pe3nayaabHO-HEBPOJOTMYECKMMH PacCTpOMCTBAMH,
KPOCCKOPPEISUOHHBIN aHanu3 D01

Pe3yabTaThl. YBelWYeHHE JUATHOCTHUECKUX BO3MOXKHOCTEH HpU 00CiIe0BaHUU JeTell ¢
pe3uyaabHO-HEBPOJIOTHYECKUMH PACCTPONCTBAMM.

3akiouenue. Ha ocHOBE CIIEKTPaIbHOIO U KPOCCKOPPEIAIMOHHOro aHainu3za D91 pazpaboran
HOBBIH CIIOCOO JMAarHOCTUKM M JIEUEHUS PE3UAYalbHO-HEBPOJIOTMUYECKUX PACCTPOMCTB AETCKOIO
BO3pacrTa.

KJIUHUYECKHUMN CJIYYAHN JEBIOTA PACCESIHHOI'O CKJIEPO3A C
MNOJUHENPOIIATUEN

PacyJsioBa /I.K., Pacyiosa M.B.

Tawxenmckas MeOUYUHCKas akaoemus
2. Tawxenm, Y3bexucman

AkTyanbHocTh. [lockonbky mnepudepuyeckuii ¥ LEHTpaJbHBII MMEIMH HMEIOT Kak
cnenuguyeckre, Tak U 00IMe aHTUTEHbI, CYUTAETCS, YTO aHTUTENIAa MIPOTUB LIEHTPAIILHOTO MHENINHA
MOTYT NEPEKPEeCTHO pearupoBaTh U ¢ NepuPEepUIEecKUM, a TaKKe COBPEMEHHBIH OIBIT MOKA3bIBAET,
YTO y 4acTU OOJBHBIX C JOCTOBEPHBIM JUArHO30M «PACCESHHBIN CKIIEPO3» OTMEYAeTCsl MOpaKEeHUE
nepugepryeckoil HepBHON CHCTEMBI B BHJI€ MOJIMHEHPONATHH.

Heab. OnucaTh KIMHUYECKUN CITy4ail pacCesTHHOTO CKIIEpo3a ¢ 1e0I0TOM MOJINHEeHponaTruen.

Marepuanbsl u Metoabl. bonbnas TommaToBa {uepa 2002 r. p. BrepBble oOpaTuiach B Hally
kIMnHUKYy B ¢eBpane 2018 roma ¢ rkamobamMu Ha W3MEHEHHE IIOXOJKH, HEYCTOMYHUBOCTH B
BEPTUKAJIBHOM IOJOXEHUH, OHEMEHHE, TTOXO0JIO0AaHNue U KOJIoUIe 00IM B CTOMNAX, IJIOXOH ammeTuT,
NOXYyJlaHuE, YTOMIIIEMOCTb, CYXOCTh M IIETyIIEHUE KOXKHBIX MOKpoBoB. Jlo ampens 2017 rona Obina
abCOJIIOTHO 3/I0POBBIM PEOEHKOM.

Pe3yabTarsl. bonpHON ObT BbICTaBieH auarHo3 «llomocTpass monmuHeniponatus, 0O0J€3HB
Pedpcyma?», momyunmna craumonapHoe jedenue HIIBC wu  kopTukocrepougamMu IO CXEMe.
Hespocratyc: UMH 06e3 mnaronoruu. Ilepudepuueckuii HuXHUN nucTanbHbI mapamape3. Her
TBUIbHOTO crubanust cronbl. Auddysnas runotonus Meimi. Cuia MBI B TPOKCUMAJIbHBIX TPYIIax
HIDKHAX KOHEYHOCTeH 50, momomBeHHOe crubanue crom 30, ThIbHOe crubanme crtom 00. B mose
PomOepra HeycToluMBa M TpU OTKPBITHIX, M TPH 3aKpbIThIX TJa3ax. Hapymenue OoseBoit
YYBCTBUTEJILHOCTHU IO TUITY «BBICOKUX UYJIOK», HApyLIEHHE ITyOOKOW YyBCTBUTEIBHOCTH B HUXKHUX
koHeyHocTsX. PTO He Hapymensl. MHTEmnekT coorBercTByeT Bo3pacty. Ilpu MPT-uccnenosanun
TOJIOBHOI'O MO3ra BBISBJIEHBl OYaru JEeMUENMHM3AlUU. bolbHOM ObUT TOCTaBiIeH JHAarHo3:
«paccesHHBIH CKJIepo3 ¢ mnonuHedponarueil»y. Ha ¢oHe ropMoOHanIbHOM Tepanuu NpU3HAKU
MOJIMHEHpONaTHH HayaJld MEAJIEHHO perpeccupoBaTh. J[eBouka cOCTOUT Ha yueTe U HabJro1aeTcsl.

3akmarouyenue. Ilpu paccesHHOM CKIepo3e Hapsaly C pacCessHHOW HEBPOJIOTMYECKON
CUMITOMAaTUKON MOPaKE€HUS LICHTPAJIBHON HEPBHOM CHUCTEMBI XOTb M OYEHBb PEIKO, HO OTMEYAETCS
nopakeHue u nepudepuyeckodl HEpBHOW CHUCTEMBI, KOTOPOE Mbl OINMCAIM BBIIIEH3I0KEHHBIM
KIIMHUYECKUM CIIy4acM.
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KJAHUYECKHHN CIYYANH HEMPOHAJIBHOT'O IIEPOUJHOT O
JUMO®YCLUHO3A 2-T'O TUIIA

MmupacoB A.A., YTaryiaosa H.®@., Slymesa .M., bopoakunna E.A.

Jlemckuii yenmp ncuxonesponocuu u snunenmonozuu I'6Y3 P/IKb
2. Ypa

AKTyaJdbHOCTBh. HeiipoHanbHblii nepouaHblii smnodpyciuuno3 2-ro tuma (HIUI-2) —
JIU30COMHasi OOJIe3Hb HAKOIUICHMsI, CBs3aHHas ¢ AeUUUTOM TpunenTuawinentuaassl Ilarorenes
HIJI-2 cBsi3aH ¢ HaKOIJICHWEM B JIU30COMax HEHPOHOB JHUMOQYCIUHA, MOCTENECHHO MPUBOASIIINM K
rubenu knerok. Ilarosorus HacnengyeTcst Ho ayTOCOMHO-perieccuBHOMY Tuny. ['eH kaptupoBaH Ha 11
xpomocome (Jokyc 11pl5). Cymmapnas yacrora Bctpedaemoct Becex Gpopm HIJT — 1: 25000.

Hean. Onucate kmuHUYeckuid cirydail HIJI-2 y peGenka, HabmrogaBiierocs B JIeTckoMm LeHTpe
IICUXOHEBPOJIOTUU U SIUIIENITOJIOTUH.

Marepuansl u meroabl. Habmonancs pebeHok A., Bo3pacT 7 JET, C PErpeccoM HaBBIKOB
pa3BuTHs ¢ 2-meTHero Bo3pacta. Hapacrtama uepeOpanbHas HEZOCTATOYHOCTh BIUIOTH [0
BEreTaTUBHOIO COCTOSIHMS. BBIABIEHO, YTO NALMEHT SIBJSETCS T'OMO3UIOTHBIM HOCUTEJIEM MYTAllUU
c.89+5G>C (CS131088 B 6aze HGMD) rema TPPI1/CNL2. B Hactosimee Bpemsi paszpaboraHa
depment3amectutenbHass  Tepanus  HIUJI-2  uHTpaBeHTpUKYJISpHBIM  BBEJCHMEM Ipenapara
«epmunonasa anbda.

Pesyabrarsl. Jlannomy nanuenty ¢ 04.11.19 r. 8 PIKb PHUMY um. [Iuporosa r. MockBel U B
PIKB r. Yo npoBeneno 6 BBemeHuil nepimmnonassl anbda 300 Mr ¢ gactoToil 2 pa3za B MECHII.
BBenenue npoBoaMIOCh B YCIOBUAX OTIEJIEHUS PeaHUMAlLMU IyTeM JUIMTENbHON MH(Y3UU B 3apaHee
YCTAHOBJICHHBIN HMHTPAaBEHTPUKYISIPHBIN pe3epByap cucreMbl Omaiis. MHpy3un peOeHOK mepeHec
yJIOBJIETBOPUTEIbHO. [lmaHupyercss nanbHeillee BBEJACHHUE LIEPIMIIOHA3bl alb(da M KIMHUYECKOEe
HabmoieHue. ['oBOpUTH 0 KIIMHUYECKOM 3(PeKTe Tepanuu Moka emie paHo.

3axmouenue. HIJI-2 sBnsercss nu30coMHOM O0NIE3HBIO HAKOIUIEHHS, K KOTOpPOH pa3paboTaHa
naToreHeruueckas Tepanus. lLlepnaumonaza anbga sABISETCS OpemnaparoM, IIOKa emie  He
3aperucTpUpoBaHHbIM B P®, 0fHAaKO MMeEETCs BO3MOXKHOCTb €r0 HCIOJBb30BaHUS IPU MHOIACPKKE
(GupPMBI-TIPON3BOAUTETIS.

KJIWHAYECKHN CTYUYAR AYTOUMMYHHOTI'O SHIE®AJIUTA C
AHTUTEJAMM K NMDA-PELHHEIITOPAM

Mmupacos A.A., SAymeBa .M., AuTununa 1O.I'., Yraryaosa H.®.

Llemckuii yenmp ncuxonesponozuu u snunrenmonozuu I'6Y3 P/IKb

2. Yoha

AKTyaJIbHOCTb. AYTOMMMYHHBIM 5HIIE(DATUT C aHTUTENaMU K TJIyTAMAaTHBIM pELENnTopaM
NMDA-tuna sBisieTcs OCHOBHBIM NpEICTABUTENIEM SHIE(PAIUTOB ayTOMMMYHHOH STHOJIOTHH.
Jauubrii Buja sHIe(danyMTa daiie BCEro COYeTaeTCs C TePaTOMOW SIMYHUKOB, BCIIEICTBHE YEro €ro
MOKHO OTHECTHM K IapaHeoIUIacTU4YeCKUMM mporeccaM. OOHaKo B JINTEPAType ONMCAHO HEMAJo
UAMONATUYECKUX SHIE(aIUuTOB, OCOOEHHO Yy JieTell W MOAPOCTKOB, KOTJa He OOHapy>KHUBaeTcs
OILyXOJIb.

Hean. Onucate knuHUYecKud ciydait anTuNMDA -penenitopHoro sHiedanmura y moapocTKa
YKEHCKOT0 10J1a, Ha0ro1aBIIerocs B JIeTCKoM IIeHTpe CUXOHEBPOJIOTHH U SMUJIETITONOTHH T. Y (DbI.

Marepuansl u Meroabl. [IpoBeneno ieuenme y 13-netHeit manmentku II. ¢ Tsokenon
IKCTPAUPAMUJHON  PUTHIHOCTBIO,  OPOMAHAMOYISPHBIMH  JTUCKUHE3USIMH,  JUCTOHUYECKHM
TEHEPAIN30BAaHHBIM  THUIIEPKMHE30M C  JIPOKATEIBHBIM ~ KOMIIOHEHTOM M JMNWICNTHYECKUMHU
NPUCTYNIAaMH C Tporpeccupyommm TedyeHueM. llpu obGcnenoBanuu BwisiBIeHb I1gG k' NMDA-
peuenropy B Tutpe 1:2560 (Hopma < 1:10). KpoBp Ha onkomapkepsl, MPT manoro Taza u Bcero tena
VCKJIFOUYMIIU OITyXOJIEBBIU ITPOLIECC.
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PesyabTaTsl. Mauonaruyeckuii BapuaHT JaHHOTO ciiydass 00ycioBWJI Manod((eKTHBHOCTH
CTaH/JapTHOIO JICYEHUsS ayTOMMMYHHOro mnpouecca. [IpoBeneHo 6 ceancoB miuasmadepesa, 2 Kypca
MyJIbC-TEPANTUU METWINPEAHU3OIOHOM U BHYTPUBEHHBIMU BBICOKOJIO3HBIMU MMMYHOTJIOOYTHHAMHE 2
I/KT/Kypc, HO TOJIOKHUTEIBHOTO 3¢ ¢deKkTa He MOCTUTHYTO. Tepamus pUTYKCUMaOOM B 2 BBEICHHS
NpYBeia K BEIPA)KEHHOMY YIIYUIICHHUIO COCTOSIHUSL M BOCCTaHOBIICHHIO B TeUeHUE 1 mMecsua.

3akiarouenue. Penkocts JaHHOTO BUAA 3HLE(DATUTOB, HECIEU(UIHOCTH CUMITOMOB BBI3bIBAET
CIIO)KHOCTH B JauarHoctuke. [lomoOHbIe ciydan 4acTO HMHTEPIPETUPYIOTCS Kak HeoObuHas (opma
MPOSIBIICHUS] TICUXWYECKOW MAaTOJOTUH, MH(EKIMOHHBIX 3a00JIeBaHUM, PACCESTHHOTO CKIIEpO3a, 4TO
OPUBOAUT K  TO3MHEMY Hadaly crenuduueckoro  jedeHus. OpHako  gaxe  Oyaydu
JTNarHOCTHPOBAHHBIM, ayTOMMMYHHBIH aHTUNMDA-penenTopHblii sHIE(DATUT THKEIO TOAIASTCS
TEpanum.

OCHOBA ABWJINTAIIVMMA JETEH, BOCIIMTBIBAIOIIINXCA B JETCKOM
YUYPEXJIEHUU — MEXKIUCHUIVIMHAPHOE COITPOBOXJIEHUE
IHonos B.H.
CII6I'KY3 «Ilcuxonesponozuueckuti 0om pebenka Ne 6»
2. Canxkm-Ilemepbype

AKTYaJIbHOCTb. AKTYyaJbHOCTh NPOOJIEMBbI CBA3aHa C BO3MOXKHO O0jiee paHHEH JUarHOCTHKOW
pa3HBIX CTEMEeHEel TMCUXMYECKOTO HEAOpa3BUTUS JIeTeH TMEepBBIX JeT JKU3HH U  CO3JaHUEM
WH/IMBUIYAJIbHBIX TIPOTPAMM HX aOWJIUTAIHH.

Heab. Co3ganve  aOWIUTALMOHHBIX — mporpamMM Uit 3(QGEKTUBHOW  CTUMYISALUU
MICHXOMOTOPHOTO Pa3BUTHSI U HAMJIYYIIECH aJanTaiuy 1eTel K yCIOBUSAM JKU3HU.

Martepuanbl U MeToabl. B Teuenue Oomee 28 ser nHabmomanoch 1438 nereit. Hamm
aOMIMTAIMOHHBIE TPOTPAMMBI BKJIIOYAIM KOMIUIEKC BOCIUTATEIBHBIX W O3I0OPOBHTEIBHBIX Mep,
JIOTONEINYECKUX, MY3BIKAJIbHBIX, (U3KYIbTYPHBIX 3aHATHH, (U3HMOTEPAaNeBTHMUYECKUX MPOLEAYp M
MEIMKaMEHTO3HOTO BMEIIATENbCTBA. B JeTHWH mepuoa Ha Jade YYPEKICHHS MPOBOIUINCE:
KJIMMAaToTepanus, KIuMaTojeueHne (IporyJkyd Ha BO3AyXe, XOXKJICHHE OOCHKOM, COJTHEUHbIE BaHHBI,
a’poTepanusi).

PesyabTarbl. DPPEKTUBHOCTh NPUMEHEHHUs MNPEIJIOKEHHBIX IPOrpaMM OIEHHBAlACh I10
MOKa3aTessiM TICUXO(U3NYIECKOTO Pa3BUTHA (B T. Y. 1O AMOIMOHAIBHOMY COCTOSIHHIO, HABBIKAM,
UTpoBOil nesTenbHOCTH). Y 65% BOCHMTAHHMKOB HAOIOJANOCh YIyYIIEHHE MO BCEM IOKa3aTelsiM
MICUXOMOTOpPHOTO pa3BuTus. ¥ 30% nereit — mo oTAenbHBIM MokazaTessiM. OtcyterBue 3ddexra — y
5% «TsoKenbIX» OOJIBHBIX-MHBAINMAOB. 3aboieBaeMocTh JeTeil B Jlome pebeHka oTMedanach Kak
cpenusis o ropoay u cocrapisiia 118-3933%o (mo 1-ro roma — 64-4266%0). YuuTeiBas, 4To, Kak
IPaBUJIO, BOCIUTAHHUKU YUPEKICHHUS UMEIOT HapyIIEHHs] HEPBHO-TICUXMYECKOIO M COMATHYECKOTO
pazButus (30% — netu ¢ 0GOpMIEHHONM HHBAJIUIHOCTBIO), TO YKa3aHHbIE IOKAa3aTEd MOKHO
pacLeHuBaTh Kak JIydllne, YeM CpelHeropojckue. Bee netu mpuBuTHI, Aaxe neTH-uHBaIuabl. [lnan
BakIIMHONpOo(huIakTuku BoinonHscs Ha 100%. MMmyHonornueckas npocioiika 3a MmocieIHue rofbl
— 87-89%, uro sBNsAETCS caMbIM BBICOKUM ITOKa3aTesieM cpenu g1oMoB pedenka Cankr-IlerepOypra (B
CpeHEM, 3TOT MoKa3aTesb [0 BCEM YUPEKICHHIM HaXOAUTCS B mpeaenax 50-54%).

3akiouenune. PaHHee Hayano KOMIUJIEKCHOM IOMOIIM JETAM MJIQJIEHYECKOr0 W PaHHEro
BO3pacTa, BOCHUTHIBAIOLIUMCS B JETCKOM YUPEXJIEHUH, COACHCTBOBAIO MOAJIEPKAHUIO UX 3/10POBbS,
MaKCHUMaJIbHO BO3MOXXHBIM JOCTHXKEHHMSIM B UX PAa3BUTHU. DTO CIY)KUJIO MPEANOCHUIKON YCIIEHIHON
COLIMaNM3allii M BKJIIOUEHHUIO JeTed B o0pa3oBaTeNbHYIO CpeAy C IOCIenylolleld HHTerpaiueil B
00I11eCTBO.
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TEXHOJIOT'MU CTAIIMOHAPO3AMEHIEHHUSA B YCJIOBUAX TOMA PEBEHKA
ITonmos B.H.

CII6I'KY3 «Ilcuxonesponocuueckuti 0om pebenxa Ne 6»
2. Canxkm-Ilemepbype

AKTYaJIbHOCTb. AKTYyaJlbHOCTh CTAllMOHAPO3aMELIAIOIIMX TEXHOJOTMH IMOBBIMIAECTCS U
CTAaHOBHUTCS OJIHOM M3 HamOoJliee COBPEMEHHBIX TEHACHIMU B poccuiickoil Memumune. [lotepu ot
Hed(p(EKTUBHOTO HCIOJB30BaHUs cpencTB gocturatoT 20% ot obmel CyMMbl TOCYIapCTBEHHOIO
¢unancupoBanusi. Oxono 30% OOTBHBIX TOCIHUTATH3UPYIOTCS HEOOOCHOBAHHO M MOTYT TOJy4YaTh
MEIUIMHCKYIO IOMOIIb C  MCIHOJIb30BAHMEM  CTAllMOHAPO3aMEILAIOIIMX  TEXHOJIOTMH  Ha
JIOTOCIIUTAJILHOM 3Talle.

Heab.  M3yunthb  BOmpoc O  BO3MOXHOCTAX M OCOOGHHOCTAX  IPUMEHEHUs
CTallMOHAPO3aMEIIAIOINX TEXHOJIOIMHA IPU OKa3aHUU MEIUKO-TICUXOJIOr0-IIearorn4eckoi MoMOIIH
NIETSIM paHHEro BO3pacTa B YCIOBHSIX ICHUXOHEBPOJIOTHYECKOro JoMa peOeHKa. AJanTupoBarth
CTAllMOHAPO3aMEIIAOIIME TEXHOJOTMM Ha YPOBHE OPraHM3alUH IICUXOHEBPOJIOIMYECKOrO J0Ma
peOeHKa.

Marepunanbl u MeToAbl. AHAJIW3UPOBANIACH OpraHM3alus paboOThl CTallMOHAPO3aMEUIAoIINX
TEXHOJIOTMII WU ONpeNesUINCh PECYpChl ISl BHEAPEHUS HOBBIX. MBI BBIICISUIM MEIULIMHCKUH,
COLMAIIBHBIA U SKOHOMUYECKUH A(PPEKTHI KaK KOHKPETHBIN PE3yNbTaT, BHIPAKEHHBIN Ka4eCTBEHHBIMH
WM KOJMYECTBEHHBIMHM NOKa3zaTesssMu. CTanroHapo3aMelaronue TEXHOJOTUH aJalnTUPOBAIUCh IS
YPOBHSI OpraHM3aLIMH TICUXOHEBpOJIOTHYEecKOoro Jloma pedeHka.

PesyabTarsl. HamMu npuMeHSIOTCS CTallMOHApO3aMELIAIONIME TEXHOJOTHUU: MOCIeAyIolee
HAOJII0JIEHUE T10CJIE€ TPOBEACHUS OTIEIbHBIX CIOXHBIX JMAarHOCTUYECKHX HccienoBaHui. [lmanoBoe
KOMILJIEKCHOE JieueHue. JloneunBanue U ajanTalus IeTed mocie JiedeHus: B cranuoHape. Oka3aHue
HEOTJIOKHOW ToMolud. BoO3MOXHOCTP H30JAIMH  OOJBHOTO JUISi TPOBEACHHS HAOIIOACHHUS,
TUATHOCTHYECKUX U JieueOHBIX mporeayp. OpraHuzanuss ¥ ydacTHe B JTUCHAHCEPHOM OCMOTpe
cnenuanuctoB. IlnaHoBoe mnpoduiiakTHuecKoe O3/70pOBJICHHE MAIMEHTOB, HaXOAIIUXCS Ha
nucnancepHoM HaOmroneHuu. [loArotoBka JOKyMEHTAIMM K ycbiHOBIEHHIO (omeke). OdopmieHue
uHBaMIHOCTH. [IpoBeseHHEe MEAMKO-TICUXOJIOro-Tieflarornueckoi  abwimmranuu. JlocTuranuch
OTUYETJIUBbIE METUIIMHCKUN (YIydllIEHUE WU 3HAUYUTEIbHOE YIY4IIEHHE COCTOSIHHS), COLUATbHBIN
(oTmava pebeHka B OMOJOTHYECKYIO/TTPUEMHYIO CEMbIO, YCHIHOBJICHUE/yI0UEPEHHE); SIKOHOMUUECKHI
(peakue TOCHHUTANM3AllMM B  CTAlMOHAphl —  pallOHaJIbHOE HCIOIB30BAaHHUE PECYpPCOB
3apaBooxpanenusi) 3¢ dexTrl. [Ipu 3ToM KauecTBO OKa3bIBA€MON MTOMOIIM HE 3aBUCETIO0 OT YPOBHSI, Ha
KOTOpPOM OHa Obllla OKa3aHa.

3akioueHue. B yupexxneHurn BO3MOXKHO HCIONIB30BAHME HOBBIX TEXHOJOTHH. Bo-TmepBbIX,
OTJIEJICHUsI Ui BPEMEHHOTO MpeObIBaHUS AEeTel, HAXOMALIUXCS B TPYAHON >KU3HEHHOW CUTyalluu
(mHeBHOTO). BO-BTOpBIX, OTACNCHHS I MEKIUCIMIUIMHAPHOTO COMPOBOXIACHUS W KOMIUIEKCHOM
peabunuTanuu aAetel ¢ mpodUIbHON MaTONOTHEN U3 ceMel (IeTH-UHBAIUIBI). B-TpeTbux, oTAeneHus
JUISL CONIPOBOKIEHUS CeMel € 1eTbMH, B3ATHIMH HA ceMeiiHbIe GOpPMBI YCTPOMCTBA.
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COBPEMEHHBIE ACHIEKTBI MEJUITAHCKOM PEABUJINTALIMA U
ABMJIMTAIIUU AETEN C IEPUHATAJIBHBIM IIOPA’KEHMEM IHHC

Yyb6aposa AR Xan MLAAZ Herrapesa M. .S PymsinueBa M.B.*

rev3 HI'KE um. H ®. @unamosa J{3M
’I'AY3 MHIIL] MPBCM
*@/[I10 OI'BEOY BO PHUMY um. H.U. ITupozosa M3 PP
*I'4yV3 «Mockosckuil HAYYHO-NPAKMUYeCcKUll YeHmp MeOUyUHCKOU peabuiumayuu,
B0CCMAHOBUMENLHOLU U CHOPMUBHOU Meduyunbl J[3M»
2. Mockea

AKTyanbHOCTh. BpicOokasg uacToTa TNlepUHATAIBHON TATONIOTMM W OOJbIIAs YacToTa
HEBPOJIOTUYECKON HMHBAJIMIHOCTU IPUBOAAT K HEOOXOAUMOCTH pa3pabOTKM HOBBIX 3()(EKTUBHBIX
nporpaMM  aOWIMTallMM H  paHHEW METUIMHCKON peadmiuTandu JeTeidl ¢ OTATOIIEHHBIM
IIEPUHATAIbHBIM aHAMHE3O0M.

Hesasb. Hayuno o0GocHOBAaTh MPUMEHEHHUE IMPOrpaMM pPaHHEH MEIWIMHCKOW peabuiIuTanuu C
BKJIIOYEHHEM  METOJUK KHHE30Tepaluud W  MEJUIMHCKOM  aOWiuTaluud ¢  IpUMEHEHHEM
MH(POPMAIIMOHHO-00YJaIONINX TEXHOJIOTHH, HalpaBlICeHHBIX Ha (POPMHPOBAHHE 3I0POBOTO 0OOpaza
KHU3HH, BBIABICHHE (DAKTOPOB pHCKa M NPOPHIAKTUKU Pa3BUTHS HEBPOJOTHMUECKUX HApYyLICHUH Yy
JIeTe! Ha IIEPBOM IOy )KU3HH.

Marepuanbl u Metoabl. 110 nereii ¢ nepunatansHeiM nopaxenuem L{HC B Bo3pacte ot 3 no
12 wmecsiieB. OCHOBHYIO TIpyHIy COCTaBUIM 55 JeTeil, KOTOpble MOJIy4add MEIULUHCKYIO
peadMInTalMIo C BKIOYEHWEM KHHe30oTepanuu 1o meroauke B. Boiita. 120 nereii ¢ nepuHaTanbHbIM
nopaxenneMm [[HC B Bospacte or 0 no 12 mecsanes, u3 Hux 60 aeredl moiydand MEIULUHCKYIO
a0WIMTALUIO.

PesyabTaTsl. B xone npoBeneHHON pabOThl HaMHU OBLIO OTMEYEHO JOCTOBEPHOE YBEIMYEHUE
cymmapHoil omenku no 1mkane INFANIB (3Haunmmocts wu3menenuit p = 0,0001) nHa ¢one
KMHe30Tepanuu 1o Metoauke B. Boiita y nmereit ¢ nepunaransHeiM nopaxenuem [H{HC nHa nmepBom
rony xwusHu. IIpm stom B 56,4% ciayyaeB OTMEYEH NEPEXO] B IUANa3OH MEHEE BBIPAKECHHBIX
HeBpojoruueckux HapymeHuid. Onenka no mkane INFANIB B auamasone «Hopma» mojiydeHa y
27,3% nereii. Ha hoHe nmpoBeeHHOTO Kypca OTMEUYEHO: YMEHBIIEHNE MPOSBICHUN HEBPOJIOTUYECKOM
CUMIOTOMATUKH, YyIy4YlIEHHE TIICUXOMOTOPHOTO pa3BUTHSA, MpeNOTBpalleHHe (OPMHUPOBAHUS
HeoOpaTHUMBIX HeBposiorndyeckux HapymeHuit (p < 0,005). B rpymnme agereil ¢ nepuHaTagbHBIM
nopaxenueM [{HC, momyyaBImx KOMIUIEKC JIEYEOHO-KOPPEKLIMOHHBIX MEPONIPUITUI HA TIEPBOM IOy
KHU3HU B COOTBETCTBHM C MpPEUIOKEHHOW HH(POPMAIMOHHO-00y4aroue NporpaMMoi, OTMEueHO
YBEJIMUEHUE KOJMYECTBA JIETEH C BBICOKMM YPOBHEM INCHUXOMOTOPHOIO Pa3BUTHSI YK€ K BO3pacTy 3
MECSLEB, YJIYYIIEHUE ICUXOMOTOPHOIO Pa3BUTHS K BO3pacTy 6 MECALEB, U B 12 MecAIEB N0 TaKUX
nereii cocrasmia 51,7%.

3akimouenne. PanHee Hayano MEAMUIMHCKOW peadmiuTalMM JeTeil ¢ MOCIeICTBUAMU
MEPUHATATBHOIO MOPAXKEHUSI LIEHTPAJTIbHON HEPBHOW CHUCTEMBI C MEPBbIX MECSIEB KU3HHU, BHEPEHUE
NEPCOHAIM3UPOBAHHBIX MpOrpamMM  aOWIMTAllMM, AaKTUBHOE YYacTHE CEMbH CIIOCOOCTBYIOT
3HAUUTEIBHOMY YMEHBIICHUIO TPOSIBICHUNH HEBPOJOTUYECKOM CHUMITOMATHUKH, YIIYYIIEHUIO
IICUXOMOTOPHOI'O Pa3BUTHS IE€TEN.
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APT-TEPAIINS U IBETOTEPAIINS1: HOBBIE BO3MOKHOCTH B
IHNEJUATPUYECKOMU ITPAKTUKE

M.E. cheBal, N.H. nyoneTZ, JLLM. Cep3

YUnemumym cospemennozo uckycemea, 2. Mockea
2OI'BOY BO «Poccuiickuii HayuoHambHblil UCCIed08ament ekt MeOUyUHCKU YVHUgepcumem
umenu H.U. Ilupocosa» Mumnzopasa Poccuu, e. Mockea
*I'py3 Mopo3zosckas demckas 20poockas KiuHu4eckas 6onpbhuya /lenapmamvenma
30pagooxpaneHnus 2. Mockawl

KiroueBble cJjioBa: apr-Tepanus, LBETOTEPANHs, LBETOJUATHOCTHKA, JETH, IIOIPOCTKH,
9H/IOKPUHOJIOTUS, TUA0ET, TalKEeT

Ha nporsskeHMH nocleqHUX JeCATUIICTHN B pPa3IMYHBIX KIMHUKAX 3arnagHodl EBponbel u
CeBepHOil AMEpUKM YCHEIIHO NPUMEHAIOT B JIEYEOHO-IPOPUIAKTUUECKUX LEISIX METOJ]
nBeroTepanui. OH OCHOBAaH Ha MCIOJb30BAHUU I[BETOBOW raMMbl, OKa3bIBarollel (PU3HOJIOTHYECKOe
BJIMSIHUE HA OpraHbl 3pEHUs M CBA3aHHbIE C HUM CTPYKTYpbl T'OJJOBHOTO MO3ra, MPEXAE BCETro
TUIIOTa]IaMO-CTBOJIOBOM JIOKanu3auuu. llBeTorepanus, Kak OOUH W3 OCHOBHBIX METOJOB JICUCHMS,
npumensercs B PHUMY um. H.U. Iluporosa B couetaHuu ¢ MEAMKAMEHTO3HBIMU U (PU3UYECKUMU
meronaMu. Haunbosee mepcreKTUBHON LIBETOTEpanus OKa3ajach y MAalMEHTOB ¢ paHHUMHU (popmaMu
1epeOpOBaCKYISIPHON ~ HEJOCTaTOYHOCTH, MApOKCU3MAIbHBIMM  COCTOSIHUSIMH, HEBpO3aMU U
HEBPO30I0J00HBIMU COCTOSIHUSIMU, ¢ HEHPO3HJOKPUHHBIMH PAaCCTPONCTBAMMU, a TAKXKe y MAIUEHTOB C
JLIL

[IBeTonarnocTuka MOXKET HCII0JIB30BATHCSA JUISL AKCIIPECC-TECTUPOBAHUS
IICUXO0AMOLIMOHAJIBHOTO COCTOSIHUSI YeloBeKa (OLIEHMBAETCS MEPBbIM CIOHTAHHBIM PUCYHOUYHBINH TECT
Wwin BbIOOpKa IO 1BeTaMm). YeTblpe OCHOBHBIX IIBeTa Mo Jlromiepy CHUMBOJIM3UPYIOT MO3UTHUBHbBIE
NICUXOJIOTUYECKUE TEHJIEHUUU (IIPUBS3aHHOCTb, CIOKOWCTBHE, HACTOMUMBOCTb, CaMOYBa)XEHHE,
aKTUBHOCTb M T. 1.), YETBIPE JOIMOJHUTEIbHBIX — HETaTUBHbIE (TPEBOKHOCTh, CTpax, CTpecc,
OTOpYCHHUE U T. 1.).

Heas wunccaegoBanusi. OrmpeneneHue BbIOOpa OINpeNeNeHHOW LBETOBOM TraMMbl HpU psijie
HEWPOIHIOKPUHHBIX 3a00JIEBaHUN y JETel W TMOJAPOCTKOB C LETbI0 BBIPAOOTKU NaTbHEUINX
PEKOMEHIALMI 10 LIBETOBOMY OKPYXEHHI0 M PEKOMEHJALMSAMH II0 apT-TEpallud B CTAllMOHApPE H
JIOMAITHUX YCIIOBUSIX.

Marepuanbl M MeTOAbl. PUCYHKM BBINOJHSJIMCH Ha CTaHAapTHOM Oymare Qopmar A4,
UCIOJIb30BAIMCh MaTepuaibl 1-i rpynmbsl — T. €. ¢ TBepAod ¢ukcauuell Ha Oymare: QuiomacTepsl,
I[BETHBIC KapaHJAaIlN WA MaclsiHas mactelnb (puc. 1).

Hamu npoananmsupoBaHbl pe3yiabTaThl PUCYHKOB JAeTel 3 BO3pacTHBIX I'pynn U oTpaboTaHa
METOJMKA C YYETOM Pa3HOr0 BO3pacTa U JUarHos3a.

e 1. B pucyHkax miaameil rpynmnel npeoOnaiaid CTaHIAApTHBIE CIOKEThl U B OCHOBHOM
BbIIEp)KMBAJIaCh BO3pacTHasi HOpMa MO (OPMHPOBAHUIO IUIOCKOCTHBIX IIBETHBIX
u300pakeHMii, a HUMEHHO:B 3 TroJla MOSABISETCS PHUCYHKH «TOJIOBOHOTOBY, JIE€TH
MPEIMOYNTAIOT pacrojaraTb pPHUCYHOK [0 UEHTPY JIMCTa, MpOroBapuBas BCIyX
CIOXKETHYIO JIMHHUIO.

Ecnu pucyHOK BBINOJHSETCS NpH 3aJaHUM WM TMOMOLIM Kyparopa («HapUCyH eJOYHYI0
UTPYUIKY», «HAPUCYH MUIIKY, JIIOOUMYIO UTPYIIKY», TO JE€TH UCHOIb3YIOT BCIO MMEIOLIYIOCS NAIUTPY
[[BETOB. 3a4acTylO LIBET HE COOTBETCTBYET TAKOBOMY B OHMOJIOTMUECKOM BapuaHTe (HampHUMep, KOIIKa
MOET OBITh CHHEH U T.I1.). ITO BapHaHTBI BO3PACTHON HOPMBI (pHC. 2—4).

VY nereit mmaimied Tpymmbl, 3a PEAKUM HCKIIOUYEHUEM, elle He CPOpPMUPOBAIOCH MOHATHE
00JIe3HM, HET JIENPeCCHM M HEraTUBHBIX pPEaKkIMil Ha MaHUMYJISAUUU HepcoHana. OHM OTHOCATCA K
3aHATHUSIM apT-Tepanuu Kak K urpe (pucoBaHHe, TaHIBL, JIp.).

Pexomenyemoe Bpems 3aHATUI — He Oonee 20—25 MUHYT /71 IEPBOU TPYIIIBL.

2. Y nereit 2-ii BO3pACTHOM TPYIIBI PUCYHKH WJIM BBIMOJHSIOTCS YETKO MOJA PYKOBOICTBOM
Kyparopa, apT-TepaneBTa — U TOIJ1a UMEIOT YETKYIO CIOKETHYIO HAlPaBJIEHHOCTb U MPAKTUYECKU HE
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BBIXOJST 32 PAMKH BO3PAaCTHOW HOPMBI, HO YX€ IPOCIEKUBAETCS 110 CPABHEHUIO C PUCYHKaMU JIeTel
KOHIIa XX BeKa OTOM K€ BO3PACTHOM TpYINIBl OOCTHEHWE JeTalied, IOoApaKaHue TeposM
MyJIbT(GUIBMOB WM TepcoHakaM u3 MHTepHeTa, OECIOMOIIHOCTE B BBIOOpE CaMOCTOSITEIHLHOTO
pasBepHyTOro croxera. Kojopucrtuyeckoe pelieHHe He BBIXOJAMT 3a INpeneibl HOpMbl (OCHOBHas
TpakToBKa 1o mkanam M. Jlromepa, M.E. I'yceBoit).

OOeqHEHHOCTh CHOKETa, CKOpee BCEro, OOYCJIOBIEHAa HE COCTOSIHMEM OOJIe3HH, K KOTOpOH
peOeHOK amanTUpoBaH, a W30BITOYHBIM YINOTPEOJICHHEM TaPKETOB C YIPOUICHHOW rpadukoil u
KOJIOPUCTUKOU (UTPBI, MYJIbT(OHUIBMBI).

PexomeHnioBaHHOE BpeMsl 3aHATHN — 110 45 MUHYT.

3. B moapoctkoBoii rpynne y 40% perell mpemsioKEHHE YTO-TO HApHUCOBaTh BBI3BIBAJIO
HETaTHBHYIO peakiuio. Te pHCYHKH, KOTOpble ObUIM BBINOJHEHBI, JENAJMCh B TPYIIE U PE3KO
OTJIMYAINCh O CloXkeTy M rpaduke. JInG0 3TO MpOCTbIe pa3HOLBETHbIE HITPUXU O€3 CMbICIA U
Ha3BaHHUs (IIPU COXPAHHOCTU MHTEJJIEKTA y peOeHKa), TMO0 C IPETEeH3UEN Ha OPUTMHAIIBHOCTD (€CIIH Y
peGeHKa HMMeJoCh HMOHSATHE O COBPEMEHHOM HCKyccTBe). OgHAKo cpeiau MoJoO0HBIX pabdoT ecTh U
NPUMUTHBHBIE N300paKEHHS, COOTBETCTBYIOIINE IO CTHIIIO M BBHIOOPY CIOKETa MIIAJIIEH MIKOJIHHON
rpynme. HeratuBusm u arpeccusi B puCyHKax CBSI3aHbl U C OCO3HAHMEM ITOJIPOCTKOM CBOETO IMarHosa,
npeObIBaHUEM B CTallMOHape (TO €CThb PE3KUM OrPAaHUYEHUEM JIMYHOM CBOOOJBI, YTO IS AETel
MJIAJIIIEr0 BO3pacTa HE CTOJb AKTyaJlbHO — OHU OTHOCATCS K NpeObIBaHHIO B OOJNBHHUIE KaK K
JNETCKOMY CaJly WJIM IIKOJ€E) U MPAKTUYECKU MOJIHBIM OTCYTCTBUEM HHTEpECa K CaMOCTOSITEIbHOMY
TBOpUecTBY. OOETHEHHOCTh HE TOJIBKO PUCYHKOB, HO U PEUH, CTUJISI OOLEHUS B LIEJIOM MbI CBSI3bIBAEM
TaK)Ke€ C U30BITOUYHBIM KOJIMYECTBOM BPEMEHH, IPOBEACHHOIO y TaJKeTa.

Ota npobsieMa «IOKOJIEHUS TaJKETOB» MOXKET MEpepacTd B CEPbE3HYI0 MEIUKO-COLMAIbHYIO
Tpareauro B OyaymieMm, U 37ech HeoOXxoauma apT-Tepanus Kak MeToja peabwnuranuu  0e3
MeIMKaMEHTO3HOM (4To mMpokKo pacupocTpaneHo ceituac B CIIA, nanpumep) Tepanuu.

Cranpaptablii Habop (puc. 1) ObLT JOMOTHEH OpaH)KeBBIM BeTOM. OpaH)KeBbIl IBET 100aBUIN
U3-32 €ro MOBCEJHEBHOIO NPUCYTCTBUS B COBPEMEHHBIX IETCKUX WIPYILKaX, OJIEXKAE U MHTEphEPE.
XapakTepUCTUKH OpPaHXEeBOro IBeTa B KiaccuueckoMm Ttecte Jlromepa Her. Jlomep He mpuBOIMII
HUKAKHX IICUXO3MOLMOHAIBHBIX aCCOLMALUHI 71 3TOTO 1IBETA.

MpbI poaHaInM3upoBaIN Pe3yNbTaThl JBOMHOTO LIBETOBOrO BbIOOpa y 44 malMeHTOB B BO3pacTe
otT 5 1o 18 net, pacnpeeeHHbIX Ha TP TPYIIIBI B 3aBUCUMOCTH OT OCHOBHOTO 3a00JI€BaHMSL:

1) snmunernicust (4 MajpumKa, 5 1EeBOYEK); 2) CHHAPOM AeDUIMTa BHUMAHUS U TUIICPAKTUBHOCTH
— CIBI (14 manburkoB u | neBouka); 3) HmepBUYHBIC TOJNOBHBIC OOJH, BKIIOYAs TOJOBHYIO 0OIb
HanpspbkeHus U Murpess (10 manbuukoB u 10 geBouek).

Bo Bpems mporuenypsl BBINOJHEHUS TeCTa LBETHbIE KAPTOUYKU OBUIM MPOJIEMOHCTPUPOBAHBI
Ka)KJOMY MallMEeHTY JBa)K/bl, €r0 MPOCUIH BBIOPATh 1IBETA B MOPSAKE NpeAnoYTeHHs. Mexay nepBbiM
U BTOPBIM ITOKA30M ObUI HHTEPBa B HECKOJIbKO MHHYT, B T€UE€HHE KOTOPOr0 KapTOUKU COOUPATNUCH U
nepeMelnBalIuCh eule pa3. BbpiOOp 1BETOB ObLI 3aperMCTpPUpPOBAH B MOPSIKE MPEANOYTEHUS.
KomOunauu BbIOpaHHBIX I[BETOB WJIM MX Hap (MpeInoyTeHHs IBETOB IOCJIE MEPBOTO IMOKa3a U
IPEINOYTEeHUsI 1IBETOB TI0OCJIE€ BTOPOTO I0Ka3a) ObUIM MPOAHAIU3UPOBAHBI B COOTBETCTBUHU C
npuHIMNaMu Tecta Jlomepa. AHanM3 1LBETOB TakXKe MPOBOAWICS IO XapaKTEPUCTUKAM,
COBMAJAIONIUM C TMPUBEACHHBIMU B CTaHJapTHOM TecTte Jlromepa. AHamu3 MPOBOAMICS IO
CTaHJapTaM, IPUHATHIM B MUPOBO NPAaKTUKE apT-TEPAIHH.

Uccnenoanune mnpoBoausioch B KOHCYIbTaTHBHO-AMAarHOCTUYECKOM IEHTpe MOpO30BCKOM
JIETCKOM rOpoJICKOM KIMHUYECKOH O0JIbHUIIBI JlenapTaMenTa 31paBooXpaHeHus I. MOCKBBI
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Puc. 1. Crangaptueiii Tect Jlromepa

Pe3syabTaTsl

CraHgapHbIE OICHKHM «OJAaromoyYHBIX» WM «HEOJIarONMOJIYYHBIX» Tlap TPHBOIATCS B
pa3BepHYTHIX TaOnuiax Merona Jlomepa — Hampumep, mepBas BEIOOpKa XapaKTepU3yeT jKeIaemMoe
COCTOSTHUE HCIIBITyeMoro. Bropas BeiOOpka — jgelicTBUTENbHOE coctostHue. M. Jlomep maer
IPUMEPHYIO XapaKTePUCTUKY BHIOPAHHBIX MO3UIIHI:

1-s mo3uimst OTpaXkaeT CpeACcTBa JOCTHHXKEHUS 1IeTu (HarpuMep, BEIOOP CUHEro 1BETa TOBOPUT O
HAMEPEHUU JCHCTBOBATH CIIOKOWHO, 0€3 M3IUIIIHETO HAMPSHKEHUS);

2-51 IO3UITHS MIOKA3BIBACT 11eJIb, K KOTOPOUW CTPEMUTCS UCIIBITYEMBIN;

3-1 1 4-5 MO3ULIUN XaPAKTEPU3YIOT MPEANOUYTECHUE IBETA U OTPAXKAIOT OILIYIEHUE UCTBITYEMbIM
MCTUHHOM CUTYyalllH, B KOTOPOW OH HAXOJIUTCS, WU K€ 00pa3 AEHCTBUNA, KOTOPBIA €My MOJCKa3bIBACT
CUTYyalUs;

5-1 ¥ 6-51 TO3WIMH XapaKTePU3YIOT Oe3paziuvre K IBETY, HEHTpaIbHOE K HEMY OTHOIICHHE.
Onu kak ObI CBHUJIETENBCTBYIOT, YTO HUCHBITYEMbIH HE CBS3BIBAET CBOE COCTOSIHHE, HACTPOCHHE,
MOTHUBBI C JaHHBIMH [BeTaMu. OJHAKO B OMPEACIEHHON CUTYallud 3Ta MO3HUIUS MOXKET COJepkKaTh
pPE3EpPBHYI0 TPAKTOBKY IIBETA, HAPUMEp, CHHUN IBET (I[BET MOKOS) OTKJIAJBIBAETCS BPEMEHHO Kak
HEMOIXOSIIMI B TAHHOW CUTYAINU;

7-1 W1 8- MO3UIIMU XapaKTePU3YIOT HEraTUBHOE OTHOIIEHHE K IIBETY, CTPEMJICHHE IOJaBHUThH
KaKyr0-JI1100 MOTpeOHOCTh, MOTUB, HACTPOCHHUE, OTPAKAEMbI€ JJAHHBIM IIBETOM.

B Tpex o0cnenoBaHHBIX TPYINax MAMEHTOB ObUTH OOHAPYKEHBI CIETYIOIINE TEHACHIIUN:

1. JloGaBneHne opaHKEBOTO I[BETA K OPUTHHAIBHOMY Ha0Opy 11BETOB B Tecte JIromepa He nano
HUKaKOW JOMOIHUTENBHON TUarHOCTUYECKO HH(OPMAIIUK.

2. B nepBoii rpynne (30uierncus) NpeaArnovYTeHre IBETOB y AeBOYEK ObUIO OJM3KUM K HOpMeE. Y
MaJbUMKOB C OMHWJICNCUEH HepeaKo BCTpedancs BHIOOp IIBETOBBIX Tap, COOTHOCAIIUXCS C
HEHOPMAJIBHBIM HJIM TIOTPAaHUYHBIMH 3MOITMOHATBHBIMA COCTOSTHUSIMHU: KpacHbIi 1Ber — 50%
ClIy4aeB, OpaHkeBblii — 25%, xenteiii — 75%, 3enenbiit — 25%, cunuit — 25%, huoneToBwiii —
0%, cepbrit — 50%, xkopuaHEeBBIT — 25%, yepHbId — 25%. YuuThIBas TO, 4TO MAI[UEHTaM JaBajCs
BBIOOp W3 Map KapTOueK, MOXKHO 3aKIIOYHUTh, YTO KpacHBIM U cepblii mpeobmanamu (o 50%),
OCTaJIbHBIC 1IBETa KOMOMHHPOBAIIUCH B YETBEPTH CIIYJacB.
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MpepnoyTeHMe LBETOB Yy NALMEHTOB C
anunencuei (% Bbibopa c OTKNOHEHUem ot
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3. Bo Bropoii rpynne (CABI') uBeToBoil BHIOOP 3HAUMTENBHO Yallle OTKIOHSUICA OT HOPMBI H
COOTHOCHJICSI ¢ HEHOPMAJIbHBIM HJIA MIOTPAHUYHBIMU AMOITUOHAIIBHBIMUA COCTOSTHUSIMU. Y MaJIbUUKOB C
CBI" BeiOOp ObLT TakuM: KpacHbId 1BeT — 12,5% ciydaeB, opanxkeBbiii — 50%, xentbiii — 50%,
3eneHbii — 87,5%, cununit — 62,5%, duoneroBerit — 87,5%, cepuiit — 75%, kopuuaneBbii — 87,5%,
yepHbIit — 100%.

B nannyro rpynny Bomwia Tonbko oaHa aeBouka ¢ CJZIBI', mpeamouteHuMeM KOTOpoH ObuLin
KpacHbId 11BeT — 33% ciy4aeB, opaHkeBblii — 66% (3T0 TpeOyeT AalbHEUIIEro pacCMOTPEHUS),
xenTelil — 46,6%, 3enenslii — 80%, cunnit — 53,3%, ¢uonerossiit — 72,5%, cepblil 1 KOPUUHEBBIN
— 110 39,6% Kax/plii, yepHbIi — 66%0.

MNpepnouteHue uBeToB y nauyueHtos ¢ CABI
(% BbIBOpPaA C OTKNOHEHUEM OT HOPMbI)
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4. B Tperbeil rpymme (MIEpBUYHBIE TOJOBHBIE OOJIM) MPEANOYTCHUS MAIBYUKOB B OCHOBHOM
OBLIM B HOpME, 32 UCKITIOUEHHEM BbIOOpa (uoneroBoro B 72%, yepHnoro B 54% u xopuuneBoro B 18%
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ciy4aeB. Y JEBOYEK UMeN MecTo BbIOOp ¢uoneToBoro (50%), Bce ocraibHBIC MapamMeTpbl ObLTU B
HOpME.

MpepnouTeHMe LBETOB Yy NALMEHTOB C
nepBUYHbIMM roN0BHbIMU 6onamu (%
Bbl6Opa C OTKIOHEHMEM OT HOPMbI)
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3akaiouenue

TakuM oOpa3om, TPEANOUTEHUS OINpENeICHHON I[BETOBOW T'aMMBI MOTYT OBITh HCIIOJIH30BaHbBI
JUIsl aHalli3a HETAaTUBHBIX W TO3WTUBHBIX CUTYallud, NTWHAMHKH COCTOSHUS JHOO XapaKTePUCTUKH
00JIe3HU U 370POBbSI.

[lBeTogmarHocTKa MOXET MPUMEHATHCS KaK JIOMOJHUTEIBHBIM JKCIPECC-METO] OLEHKHU
COCTOSIHMS JI€T€d C KOTHUTUBHBIMH, MOBEJICHUYECKMMH M SMOLMOHAIBHBIMUA HApyUIEHUSMH, B TOM
yucine ¢ snunencued, C/IBI", nepBUYHBIMU TOJIOBHBIMU OOJISIMH.

Pexomenayemas aureparypa

1. bextepes B.H. Mo3r u ero nesrensHocts. M.; 1926.

2. Bypao M.E. O knuHMueckoil ncuxorepanuu TBopuectsom. — M., 1981

3. Banpapec Onpuocona M.C. IHTyUTHBHOE pHCOBaHME: Pa3BUTHE TBOPUYECKUX CIIOCOOHOCTEM
cpenctBamu aprrepanuu. — M., 2009

4. Benrep A.JI. Ilcuxonoruueckue pucynounslie Tectel: M. Pyk. — M., 2002

5. Buzep B.B. Cucrema 1seta B )xuBonucu. — M., 2004

6. Brirorckuii JI.C. BooOpaxkeHue u TBOpuecTBO B 1eTckoM Bo3pacte.- CII6., 1997

7. Kanguackuii B. Touka u munus Ha miockoctu. — CI16., 2004

8. IlpakTuueckas ncuxonorus B Tectax / coct. P. Pumckas, C. Pumckuii — M., 1997

9. PyKoBOACTBO K MPAKTUYECKUM 3aHITHAM IO JETCKOW odrambmonoruu. — mopa pea. E.M.
Kosanesckoro, M., 1973

11. ®peiin 3. [lcuxonorus 6eccoznarenbHoro. — M., 1990

12. Xeit JI. lIBera 1 uncna. — M., 1998

13. lllepemerena I'.b. Cempb nBeTOB 3710p0Bhsi. — M., 2001
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BUOATUKA 1 UMMYHO.JIOI'SI HEPBHOW CUCTEMBI
Jl:xanbi0exoBa U.A.

MYK
2. buwkex, Kvipevizcman

AKTyaJIbHOCTh. VIMMYHHasi CHCTEMa BBITIOJIHICT BaXXHYIO (DYHKIIMIO 3alllUTHI B OpPTaHHU3ME
naruenTa. OHa pacro3HaeT 4yXepoaHble, HH(EKIIMOHHBIC areHThl U HEUTpaIu3yeT W IIIMMUHUPYET
ux. OpHako B HEKOTOPHIX CIIy4dasX BO3HHUKAIOT HMMMYHOIATOJIOTMM HACJIEICTBEHHOTO |
nproOpeTeHHOT0 XapaKkTepa, 0COOEHHO HEPBHOM CUCTEMBI.

Hesab. AHanu3 UMMYHONIATOJIOTUX HEPBHOM CHCTEMBI.

Matepuanbl u MmeToabl. CpaBHEHUE, aHAIH3, METO/I TEPMEHEBTHKH.

Pe3yabTarnl. [lpakThuecku mpu BceX 3a00JICBaHUSAX HEPBHOH CHCTEMBI TMPHCYTCTBYET
UMMYHOJIOTHYECKHI KOMITOHEHT. OH MOXKET OBITh OCTPO(a3HBIM M MPOJOHTUPOBAHHOTO JICHCTBUS.
MMMyHHas 3amuTa HEpPBHOW CHCTEMBl MOXKET OBITh MpEACTaBlIeHA B BHJIE BpPOXKIECHHOTO U
npHOOpeTeHHOro WMMyHHTEeTa. [lapaMeTpsl MOTyT OBITh OMOXMMHUYECKHE, WUMMYHOJIOTHYECKHE,
reHerudeckue, ocooeHHo CMOK. MOHOKIOHAJIbHBIE aHTHUTENIA SBJISIOTCS XOPOIIUM JHArHOCTUYCCKUM
TECTOM JUTSI BBISIBJICHUSI IMMYHOITATOJIOTHUECKUX TIPOIIECCOB HA PAHHUX 3Tarnax 3a00JIeBaHUA HEPBHOU
cuctembl. MIMMyHOIIOTHYEeCKas AMArHOCTUKA B BHUJE MPEIUKTOPOB 3a00JIeBaHUM, HEOIArompUsTHBIX
UCXOJIOB MPHUCYTCTBYET MPAKTHUECKU MPH BCEX OOJIE3HSIX, JNaXKe MPU YSPEITHO-MO3TOBBIX TpaBMax.
MMMyHONIATONIOTUM HEPBHOW CHCTEMBI, TaKHE KaK pacCesHHBbIM ckiepo3, Oose3Hb bexrtepesa,
nerkoaucTpodun, peBMATOMIHBIN apTPUT, CKICPOJICPMHUH H JP., MOTYT BECTH K HHBAJIMIHOCTH.

3akaovenue. TakuMm 00pa3oM, UMMYHONATOJIOTUU HEPBHOW CHCTEMbI HYXAAIOTCS B paHHEU
JTUATHOCTHKE B BHJIE CKPUHUHT-TECTOB Ha TIPEIUKTOPHI 3a00JIeBaHWW, BO3MOXHO, B paHHEM
TEHETUYECKOM OO0CJICIOBaHMM OOOMX pOAMTEIICH W CEeMbH, MapKepax NporHo3a Ooye3HeH,
OCIIO)KHEHWH, WCXOJOB W B JAJIBHEWIINX WCCICAOBAHUAX Ha TPEAMET CKjepo3a, ¢uodpo3sa,
WHTPATEKAILHOTO CUHTE3A.

OIIBbIT JIEHEHUSA CIIMHHOMO3I'OBBIX I'PBI’K B HEOHATAJIBHOM INEPUO/IE
MenaneHko T.B.l, Ycenko I/I.H.z, Ponnonos 10.B.}

'\oIrBFOY BO CIT6 I'TIMY, NepUHamanIbHblll YeHmp
2@I'BOY BO CI16 I'TIMY, omdenenue MUKPOXUpYpeUu
2. Canxkm-Ilemepbype

AxktyaiabHocTh. OpHuM u3 HauOonee Tshkenbix mopokoB pasButus IHC sBustorces
CITMHHOMO3TOBBIE TPBIKHU, KOTOPBIE MOSBIAIOTCS B pe3yJbTaTe HApYUIEHUS 3aKPBITUS HEBPAIbHOMN
TPYOKH M YacTO CONPOBOXKIAIOTCS TSDKEJNBIM HEBPOJOTHUECKUM AeduuutoM. OCHOBHOM MeTO[
JICYEHUs] COHMHHOMO3TOBBIX TP — XHUPYPTUUYECKUH, BKIIOYAET J[Ba ATara, O4E€pPeIHOCTh KOTOPBIX
onpeeNnseTcss KIMHUYECKOW CUTyalluel U JIOKAJIbHBIM MTPOTOKOJIOM MEAUIIMHCKOTO YUPEXKACHHUS.

Hean. M3yunTh pe3yabTaThl KOMIUIEKCHOTO OOCIICIOBAHUS M JICUCHUS] HOBOPOXKJICHHBIX JIETEH C
BPOXKICHHBIMH ~ CIIMHHOMO3TOBBIMU ~ TPbDKaMU JUIS  pa3pabOTKU  ONTHMAIBLHOTO  MPOTOKOJIA
MapLIpyTH3aluu O€peMEeHHO )KEHIMHBI 1 HOBOPOXKJIEHHOTO pe0eHKa CO CHMHHOMO3IOBOM I'pbLKEN 1
KOMIUIEKCA JUArHOCTHUYECKUX U JIeYeOHBIX MEPOTPHUSATHH, BBHITIOTHSIEMBIX B HEOHATATHHOM MEPUOJIE Y
ITHUX JETEH.

Marepuansl W Metoabl. [IpoBeneHo oOcienoBaHWe M XUPypruUueckoe JieueHue 24
HOBOPOXJICHHBIM JIETSM C BPOXIACHHBIMH CIIMHHOMO3TOBBIMHU TPBDKAMHU, Pa3/ICICHHBIM Ha 2 TPYIIIHIL.
B nepByto BKIIOYEHBI HOBOPOXKJICHHBIE JI€TH, POXKIEHHBIE B MEPUHATAIBLHOM LEHTPE, BO BTOPYIO —
JNeTH, TOCTYNUBILIME JUIsl OOCIENOBaHMSI M JIEUEHUS U3 JPYTUX MEAUIMHCKUX YUPEKIECHUH.
I'ecraninonHsIil BO3pacT AeTel ABYX rpymni coctaBui 28—41 Hen.

Pesyabrarbl. Bcem neTsiM ByX Trpynn WM3y4EHHS BBINOJHEH NEPBBIA ATall XUPYPrHUYECKOH
KOPPEKIUU TMOpOKa — IUIACTUKA CHUHHOMO3roBOW rpbbKU. [Ipuuem BceM neTaM, pOXKICHHBIM B
NepUHATAIBHOM LIEHTPE, ONEPATUBHOE BMEUIATEILCTBO IPOBEJCHO B MEPBbIE CYTKH KU3HU, TOTJa KaK
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HOBOPOXACHHBIM JETSAM, TMOCTYOUBIIMM U3 JAPYTHX MEAUIMHCKUX YyupexJIeHuu, 1-ii srtan
OTICPAaTUBHOTO JICUYEHUsS TTPoBeIeH Ha 3—14-i HU KU3HU. Y JETeH MepBOM TPYIMIbl BOCHATUTEIBHBIX
OCJIO)KHEHUW B Tpel- U IMOCICONEPAMOHHOM IEPHOJIaX HE BBIABICHO, y 3 JETe BTOPOM TPYIIIbI
JTUArHOCTUPOBAH OAaKTepUaNbHBIA BEHTPUKYIHUT, MOTPEOOBABIIMIA JIUTEILHOTO aHTUOAKTEPUAILHOTO
JICYEHUS], TOCTAHOBKU OTKPBHITOIO BEHTPUKYJISIPHOTO JpeHaXa, YTO MPHUBEJIO K OTCPOUYKE B MOCTAHOBKE
BEHTPUKYJIOTIEPUTOHEATHHOTO LIYHTA.

3akimouenue. [IpoBeneHue posopaspeiieHusi U BBHINOJIHEHUE MEPBOTO 3Tara XUPYpPruyecKon
KOPPEKLIMA CHMHHOMO3TOBOM T'PBIKM B OJHOM MEAMIIMHCKOM YYPEXKICHHH IO3BOJISET BBINOIHUTH
KOMILJIEKC JUArHOCTUYECKUX MEPOIPUSATUN B MPEJONEPALMOHHBIN MMEpPUOJ, IUIACTHKY TPBDKUA B
NepBbIe CYTKH KU3HU peOeHKa, YTO 3HAYUTEIHbHO COKPAIaeT BOCHAIUTENbHbIE OCIOXHEHUS MOPOKa,
yIy4IIaeT MPOTHO3 HEBPOJIOTHYECKOTo AeduiuTa, cBoeBpeMeHHoe BoimonHenue BITII.

OCOBEHHOCTH IICUXOMOTOPHOTI'O PA3BUTHUS JETEN C PETUHONATHUEN
HEJOHOIIEHHBIX

JlabmaiiTe K.A.},, TkaueBa H.B.?

'rey3 40 «OIKB um. H H. Cunuwesoii»
2@I'EOY BO Acmpaxanckui I’ MY Munzopasa Poccuu
2. Acmpaxanv

AKTYalbHOCTb. YBEJIMYCHHE BbDKMBAEMOCTH INTyOOKOHEJIOHOUIEHHBIX HOBOPOXIEHHBIX
COINPOBOKAAETCSA IOBBIIIEHUEM YaCTOTHl BBISIBICHUS I1aTOJOTMYECKUX COCTOSHUH y JeTeil B
pasIinyHble BO3pACTHBIE MEPUOJBI UX JKU3HU, OOYCIOBJIEHHbIC IE€PUHATAIBHBIMU HPOOIEMaMU.
Oco0oe BHUMaHUE OOpamiaeTcst Ha HapymeHUsT PYHKIIMOHAIBHOTO COCTOSIHHSI CEHCOPHBIX OPraHoOB, B
TOM YHCJIC U Ha TPo0JIeMy CHI)KEHHSI 3peHus Y HepoHomeHHbIX aeteil (Karapruna JI.A., 2014).

Henab. OLeHnTh ICUXOMOTOPHOE pa3BUTHE AETEN C pEeTUHONMATHEN HETOHOIIEHHBIX.

Marepuanbl u MeToabl. B paboTe ObUIM HCIONB30BaHbl JaHHBIE OLEHKH HEBPOJIOIMYECKOTIO
cTaTyca, pe3yJbTaTOB HEMPOBU3YyaIU3alMOHHBIX (HepocoHorpaduu, MPT) MeTronoB uccienoBanus.
[TpuMenslach 1IKajga KOJMYECTBEHHOH OLEHKH JIBUTATENbHBIX, PEUEBBIX M MCUXUYECKUX (YHKLIUH
pebeHKa JUisl paHHEro BBIABIEHUS 3a7epkKu Bo3pacTHoro paszsutus (XKypb6a JI.T., Tumonuna O.B,
2003 r.).

Pe3yabTaTrsl. O6cnenoBano 50 HeTOHOIIEHHBIX HOBOPOXKIEHHBIX ¢ peTuHonaTuel [-1V crenenn
B Bo3pacte oT 3 mec 10 1 roma. Jletel, poxaeHHBIX cO cpokoM rectanuu 2628 Hen (¢ IV cremnenpio)
— 36%, 29-31 uen (¢ Il crenensto) — 47%, 32-34 uen (¢ Il crenennio) — 17%. Y aereit ¢ nepsoit
CTENEHbI0 HEJOHOIICHHOCTH PETHHONATUS HE BbIsABIEHA. AKYIIEpCKHN aHaMHE3 ObUI OTATOILEH.
HckyccTBeHHas BEHTHIISIITUS JIETKUX TIPOBOMiIack Oosee 3 aueit y 21 pebenka. Ha HeiipocoHorpamme
y nereid ¢ PH I crenenn vame Bcero BeisaBisgercs BXXK I crenenu. IIpu PH III crenenn B paBHOIM
crenenn BeiBIAOTCS BIJKK II crenenn m nepuBenTpukymnspHas nmemusa. PH IV crenenn — game
oOHapyxuBaercsa couetanne BXKK II crenenu ¢ nepuBenTpukynsapHoit umemueit. Jletu ¢ PH 1 u |l
cTernieHei HaOpanu oT 23 10 26 0amioB — 3TO 03HAYAET, UTO OHU OTHOCATCS K O€3yCIOBHOM rpyIie
pucka. [letn xxe ¢ PH III u IV crenenn nabpanu ot 13 10 22 0GamioB, YTO CBHJETENBCTBYET O
BBIPAXEHHOM 3aJIep’KKE ICUXOMOTOPHOI'O Pa3BUTHSI.

3akiouyenue. PetuHonaTus sBIsSeTCS OJHON M3 BeIyLIMX MpoOJIeM Y HEJOHOIICHHBIX JETeH.
3azepkKa NMCUXOMOTOPHOIO Pa3BUTHUSI peOeHKa, POIAMBIIETOCS PaHbIIE CPOKA, MOXKET YCYryOnsThCs
HapyleHneM (yHKIUU CEHCOPHBIX OPraHoB.
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PACITPOCTPAHEHHOCTD IIWJIEIICUHA Y JETEN C OCTPBIM HAPYIIEHUEM
MO3I'0OBOI'O KPOBOOBPAIIIEHUA

MoxuHna A.B.l, JleBUTHHA E.B.Z, Paxmanuna O.A.l, Keabn O.JL!

'rBY3 TO OKB Ne 1
250y BO TiomI MY, Tromenw
2. Tromeno

AKTYalbHOCTb. AKTYaJIbHOCTb NPOOJIEMBI OCTPHIX HAPYLIEHUH MO3TOBOI0 KpOBOOOpAILLCHUS Y
nereid  oOyclOBIEHa  Kak  BBICOKHM  yYPOBHEM  CMEpPTHOCTH, YacTbiIM  (OPMHPOBAHUEM
VMHBAIUIN3ZUPYIOIINAX MOCIEACTBUM, TaK M 3HAYUTENBHON CKIOHHOCTBIO K PELUUAMBHUPYIOIIEMY
TEYEHHUIO.

Heas. IIpoananms3upoBaTs pacnpoCTPaHEHHOCTh PA3BUTHUS JHUICIICHU Yy IETEH, MEPEHECHINX
0CTpO€ HapylleHne Mo3roBoro kposooopaienus (OHMK).

Matepuanst u Meroasl. C 2004 mo 2019 r. copmupoBan peructp zgereii ¢ OHMK.
[IpoBoAUTCSI MOHUTOPUHI PACIPOCTPAHEHHOCTH, 3TUOJIOTMH, UCXOJO0B 3aboseBaHus. Jljig OLeHKU
YPOBHSL CO3HaHUSA — IIKajga ['71a3ro, Uisi OLEHKHM TSDKECTU KPOBOM3JIMSHHUS HCIIONB3YIOTCS ILIKAJIBI
Xanca u Xecca, Pumepa, IBUTraTeIbHbIX HApyLIeHUH — IKana P3HKMHA JuIsg neTei crapiie S Jier.
Jns  nuddepeHManbHON  AMArHOCTUKM € HEANMWJICNTUYECKMMU ApOKCU3MaMM  IPOBOAMTCS
antekTpo3HIedanorpadus.

PesyabTaTsl. 3apeructpupoBano 273 pebenka, ot 0 no 17 ner. U3 nux 75 T'U (27,5%), 79 UU
(28,9%), 118 nereit ¢ TUA (43,2%), 1 pebeHOK cO cIMHAIBHBIM UIIeMUYeCKUM UHCYIbTOM (0,4%). ¥V
nereit ¢ TUA wu CIIMU cynopor He Obuio. MccrnemoBaHue pacmpOCTPaHEHHOCTH OCTPBIX
CIPOBOILMPOBAHHBIX MPHUCTYIIOB U 3MHIIETICUU MTpoBoamiochk B rpymnmne MU u I'N. Beero 154 pebenka.
B octpom nepuoze 3abonesanus y 25 neteit (16,2%) Obuin OCTpO CIPOBOLIMPOBAHHBIC TPUCTYTIBL. Y 8
nereit (5,2%) ¢ U, u3 Hux y 6 (4%) manpunkoB u 2 (1,3%) neBouek. B rpynne ¢ kpoBousnusHuEM
cynoporu B octpoM nepuoze y 17 nereit (11%), u3z aux y 11 neBouek (7%) u 6 manbuukoB (4%). B
karamHese y 14 nereii (9%) paszuiach snwiencus. Y oanoro manbunka (0,6%) nmocine MU dokanbuas
snmiencus. Onuiencus B rpynne ' y 13 genosek (8,4%), B ocTpoM nepuojie Obuld CyJ0porH y 8
netert (5,2%). 3aduxcupoBana y 6 nesouek (4%) m 7 manpunkoB (4,5%). OTmedaeTcs: BbICOKas
pacIpoCTPaHEHHOCTD AMUJIENITUYECKOH sHIedanonaTuu B edrote 3aboneBanus, y 9 denosexk (5,8%):
y 2 neBouek (1,3%) u 7 manbunkos (4,5%).

3akiarodenue. Y nereill, KOTOpbIE NEPEHECIH OCTPO CIPOBOLMPOBAHHBIE NPUCTYIIBI, B OCTPOM
nepuoae, OHMK snunencust pazsuBaercs yamie. Takxke OTMEUEHO, YTO F€MOPPAruYeCKUil MHCYIbT
OPUBOAUT K Ooyiee TshkenbM ¢opMaM SOHIENCHM, 4YacTo Ae0T 3a0ojieBaHMS HAuyMHAETCSd C
SNWIENITUYECKON »JHIleQasonaTui, 4YTO caMO M0 cebe SBISeTCS TSKEIOM HEBPOJIOTHYECKOM
MIaTOJIOTUEH.

KJIVMHUYECKHUHN CJIYUANU CHARGE CHHJIPOMA
Komenesa ML.JL., lllep6akoBa A.A., Onpbimko b.C.

CII6I'TIMY, kaghedpa nesponocuu, Heupoxupypauu u MeOUYUHCKOU 2eHemuKu
Canxkm-Ilemepoype, Poccus

CHARGE cunapoM — 3T0 KOMIUIEKC 3a00JIeBaHUM, MPEACTABISIONIMNA COOOW aKpOHHM U3
NepBBIX OYKB aHTIUHCKUX TEPMUHOB: KojoOoma, mopoku cepama (Heart defects), atpesms xoan
(Atresia choanae), 3agepkka pocta W Maccel Tena (growth Retardation), Hemopa3BUTHE MOJIOBBIX
opranoB (Genital abnormalities) u ymnble anomanuu (Ear abnormalities). B 6onpimnHcTBe ciydaes
CHARGE cunapom Bbi3Ban Mytanueid B reHe CHD7, tpancnupyembiii 6e10K KOTOpPOro BIMSIET Ha
MpoLIeECC PEMOJCIUPOBAHUS XpPOMATHHA U, COOTBETCTBEHHO, HA IPOLIECC DSKCIPECCHUU T'€HOB.
HacnenoBanue B 3TOM citydae MOXKET OBITh 0 ayTOCOMHO-JOMHUHAHTHOMY THUITY, HO B MOAABJISIOIIEM
OOJIBIIMHCTBE CIIy4aeB MyTallMd BO3HUKAIOT de novo. TemM He MeHee, CyIIeCTBYET HEOONBIION
MPOILEHT JIIOJIEN C 3TUM CHHIPOMOM, HE nMeromux Mytauuu B rene CHD7, MexaHnu3m Hacie10BaHus B
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3TOM ciydyae Heu3BecTeH. PacmpoctpaneHHocTh 3abosieBanuss B mupe — 1 nHa 8500-10000
HOBOPOKICHHBIX.

[TarmenTka N, 2 roga 5 mec, moctymuia B rncuxoneBposiorndeckoe otaencaue CIIOITIMY ¢
XKanobaMM Ha 3a/IepKKy MCUXOPEUEBOTO U MOTOPHOIO Pa3BUTHSL, MPHUCTYIBI MO TUIY apPeKTUBHO-
pecniuparopHbiX. M3 aHaMHe3a U3BECTHO: peOCHOK OT 4-if OepeMeHHOCTH, 2-X poaoB. bepeMeHHOCTh
npoTtekana Ha ¢poHe MHOroBous, ¢ 20 Heaenb Ha Y3U onpenenwim mopok cepana. PogopaspenieHue
MyTeM 3KCTPEHHOro KecapeBa ceueHus B 38 Hemenb. OneHka mo mkane Amrap 6/76. Macca npu
poxkaenun — 2860 r, poct — 48 cMm. MekonuanbsHas actiupauus. [locaeponossiit nepuoa: UBJI B 1-i
JIeHb, 2 HEJENM B OTJAEJCHUU IATOJIOTHU HOBOPOXIACHHBIX. Pocna u pa3BuBanach ¢ 3a/I€pKKOM:
camocTosTeNnpHOo mouwia B 2 r. 2 Mec. B Bo3pacte 1 Mec omepupoBaHa Mo MOBOJY MOpPOKa CEpAla,
nposena 3 uexenu Ha MBJI, ycranoBinena tpaxeocroma. B Bo3pacte 1 r. mpou30ILI0 CIIOHTAaHHOE
BHYTPHUYEPEITHOE KPOBOM3IMSIHHE, IPOBEICHO OMNEpaTUBHOE JIEYEHHE B BHJE JAPEHUPOBAHUS
CcyOmypaJlbHOM remMaToMbl ciieBa. B Bo3pacte 1,5 nmeT mpoBeneHO T'eHETHYECKOe OOCIeIOBaHHE —
cekenupoBanue reHa CHD7, BeictaBnen pmarno3 CHARGE cuaapom. PebGenok cocrout
Haomomgaercst JIOP-BpauoM (HEeHpOCEHCOpHasi TYrOyXOCTh, TUIAHUPYETCs KOXJIeapHasi UMILJIaHTAIus),
odTanpMosioroM (kKonobomMa, MUKPO(PTAIbMUS, MUKPOKOpPHEA), KapIUOXUPYProMm (OmneprupoBaHHBIN
nedeKT MeXIPEACEPIHON MTEPETOPOIKH) , TEMATOJIOTOM.

[Tpu moctymienuu B HeBpoJjoruueckoM craryce: B cosnanuu. Ilpu ocmotpe ynbibaercs. Ilpu
O00BEKTHBHOM OCMOTpE oOOpamiaeT Ha ce0si BHHUMaHUE TpeyrojpHas (opma ymed M HHU3KOe HX
pacronoxeHue, arpe3ust xoaH. OTCTaeT B TCHXOPEYEBOM pAa3BUTHHU: B PEYH EIUHUYHBIC CIIOBA,
noHnManue gactuyHoe. 3pauku D=S, doTtopeakuus +. J[BrkeHHe Ii1a3HBIX 070K B IMMOJIHOM O0OBEME.
Hucrarma ser. JIuno acummeTpudHo: riasHele menu D>S, narodranbm cripaBa, CHIXKEH HaJOPOBHBIN
pediekc cnpaBa, CrilakeHa IpaBas HOCOTYOHas ckianka. S3eik 1o cpeaneid nmuHuu. CXP KuBbIC,
D=S. MpbimeyHblii TOHYC YMEPEHHO CHIDKEH. boiieBasgs  4YyBCTBUTENBHOCTh  COXpaHEHA.
[TaTonornyeckue CTONHBIC 3HAKW: CIpaBa HEMOCTOSHHBIM cuMmnToM babuHckoro. TsHeTcst pykol k
npeaMery 0e3 HHTEHLMOHHOTO TpeMopa, B mo3e PomOepra — He OLEHHTb. MeHHHrealbHbIe
CUMITOMBI OTPULIATEIbHBIE.

[Ipu obGcnenoBaHMM B KIMHUYECKMX aHaiu3ax Oe3 cymiecTBeHHbIX u3MeHeHuid. Ha OKI
IpU3HaKU KOMOMHMpOBaHHOW runeprtpoduu xemynoukoB. Ha 30T snunentudopMHbIX MU3MEHEHMH
HeT. OcMmotpeHa o¢ranbmonioroM: BpoxkneHHas mnarosnorus o0OuX TIJ1a3 — MHUKPO(TaIbMHUSA,
mukpokopHea. Kono6oma /I3H oboux rina3. Konoboma xopuonneu ciesa. Ha MPT romosHoro mosra:
MP-kapTuHa  KHUCTO3HOTO  00pa3oBaHMS B  XHA3MaJlbHO-CEUIIpHOM  obsactu.  [Ipu3HaKkoB
NATOJIOTUYECKOIO0  HAKOIUIEHMs KOHTPAacTHOrO IIpernapara He BblIsiBIeHO. KoHCynbTHpoBaHa
reMaTojioroM, 3akitoueHue: Henb3s HMCKIOYMTH TOT (akT, 4TO pPEOCHOK TEepeHec IO3HIOK
reMOpparuveckyro 00Je3Hb HOBOPOXKACHHBIX. PekomeHnnoBan Bukacon 1% B/M 0,75mn 4 nus, nanee
KOHTPOJb Koaryiorpammsl ¢ ¢aktopoM BunnOpanga. Ocmorpena auerosoroMm: benkoso-
SHEpreTHYecKas HeJOCTaTOYHOCTh CPEIHEH CTENEeHU CMELIaHHOro reHesa. JlaHbl pekoMeHJaluu Mo
MUTaHUIO.

Ha ocHOBaHMM Hanmu4Msi MHOKECTBEHHBIX MOPOKOB pa3BuTus (koioboma J[3H u xopuouneu
clleBa,  MHUKpOQTaIbMHsI, MHUKPOKOpHEa, aTrpe3us XO0aH, HEWPOCEHCOpHas  TYrOyXocCTb,
HU3KOPACMOJIOKEHHbIE YIIHbIE PAKOBUHBI TPEYTrOJbHOM (GOpMBI, JePEKT MEXIpeacepaHon
NEPeropoiKy), OTCTaBaHUs pebeHKa B Macce Tella M TeHETHYECKOTO 3aKJII0UEeHNUs BHICTABJIECH TUArHoO3:
3amepxka pa3BuTus B CTpykrype reHermueckoro cuHapoma (CHARGE cunapom.) Xponmueckue
cyOnypanbHble remMaroMbl o0eux remuchep ronoBHoro mosra. KucrozHoe oOpa3oBaHue B
XuazMalbHO-CeJUIIpHON ob6nactu. ComyTcTByromuii: XpoHUYECKUH KaHIOJIeHOCUTeb. benkoBo-
JHEPreTHYecKass HEJOCTATOYHOCTh CPEJHEHN CTENEHM CMEUIAaHHOIO IeHe3a. BpoaeHHas MaToyIorys
0o0oux riaz — MUKpodTaIbMUsi, MUKpOKOpHea, kojoboma JI3H obowx rna3, xomoboma xopuouaeH
clieBa.

Ha oraenenuun mosydvana JiedeHHe: HOOTPOIHAs Tepamusi (MMKaMHJIOH), BUTAMUHBI Ipynnbl B
(B1, B6) , maccax, JIOK, ¢usnorepanus (OXT, 3eneHas maTpuiia Ha MEHHO-BOPOTHUKOBYIO 30HY U
nanonu). Ha pone npoBeneHHol Tepanuu oTMedaeTcs MoJIOKUTEIbHAs JMHAMUKA B BUE YBEITUUYCHUS
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CIIOBApHOTO 3amaca W yJIy4lIeHUS TOHMMAaHUs pedd, PEOCHOK CTall CHOKOWHEee, COKpPaTHUIOCh
KOJIM4YeCcTBO ah(PeKTUBHO-PECTTMPATOPHBIX MPUCTYIIOB.

3akaouenue. [‘enermyeckue cuHapombl, Takue kak CHARGE cunapom, tpebyior
MYJIbTUAUCIUILIIMHAPHOTO TOAXO/Aa, BKIIOYAIOUIET0 HE TOJBKO XHUPYPTUYECKYI0 KOPPEKIUIO
UMEIOIINXCS TTOPOKOB Pa3BUTHS, HO W (papMakoTeparuio 3aJlepKKH Pa3BUTHS C HCIOJIb30BAHUEM
HOOTPOIHOM Tepanuu, BATaMUHOTEpanuu, Gu3noTepanuu.

KJIUHUYECKHUN CJIYYAN: CHHIPOM JIU
Oxpum U.B., Boakosa C.C., Onpbimiko b.C., lllep6akoBa A.A.

@I'FOY BO CII6I'TIMY, kagheopa Hesponocuu, Helupoxupypeuu u MeOUYUHCKOU eeHemuKu
Canxkm-Ilemepbype, Poccus
CII6I'TIMY xknunuxa ncuxouespono2uu

AxkrtyanbHocTb. CunapoMm Jlu (momoctpas HekpoTH3Mpymolas 3Hue(aToMHONaTHs) — 3TO
TSKEJI0€ HEBPOJIOIMYECKOE PACCTPOMCTBO, KOTOPOE OOBIUHO MPOSIBISIETCS HA MEPBOM TOJY KHU3HH.
OTO COCTOSIHME XapaKTEpU3YyEeTCsl NPOrPECCUPYIOUIEH IOTEpPEd YMCTBEHHBIX M JIBUIaTEJIBHBIX
CIOCOOHOCTEH (TICHXOMOTOPHAS perpeccus) U 0OBIYHO MPUBOIUT K CMEPTH B TEYCHHUE ABYX-TPEX JIET,
0OBIYHO U3-3a JIbIXaTeJIbHON HEJOCTATOYHOCTH.

[lepBoiMu Tpu3HakaMu cuHApoMa JIu, HaOMIOZaeMBIMH B MJIaJICHUECTBE, OOBIYHO SIBIISIOTCS
pBoTa, quapes U Aucharus, KOTOpble HapyILAIOT MPUEM MUIIM. DTH MPOOJIEeMbl YacTO MPUBOIAT K
HECIIOCOOHOCTH pacTd M HaOHWpaTh BEC C OXXKHUIAEMOH CKOPOCTBbIO. Y OOJNBHBIX MOTYT Pa3BHTHCS
TUIIOTOHUS, TUCTOHMS U aTakcus. Takas matoyiorusi Kak nepudepuyeckas HEBpOIaTHs, XapaKTepHas
JUIst ieTeil ¢ cunapomMoM JIu, Takyke MOXKET 3aTPYAHSTh JBUKECHHUE.

VY nereit ¢ cunapomoM Jlu MoxeT HaOMIOAATBCS M psifi APYTUX OCOOEHHOCTEH. Y MHOIMX
00JBHBIX pa3BUBaeTCs oTanbMoIapes, HucTarM, arpodus 3purenbHoro Hepsa. Cepbe3Hble MPoOIeMbl
C JBIXaHUEM PACHPOCTPAHEHBI, U 3TH MPOOIEMbI MOTYT YXY/IIAThCs, IOKa OHU HE BBI3BIBAIOT OCTPYIO
JBIXaTEeJIbHYI0  HEJIOCTaTOYHOCTh. Y  HEKOTOpPBIX OOJBHBIX pa3BUBaeTcd rumneprpoduyeckas
KapAMOMHOIIATHUS.

[Tpu3Haku ¥ cUMOTOMBI CHHApoMa JIu BBI3BaHBI MOBPEXKAECHUSMHU, KOTOPHIE Pa3BUBAIOTCS B
Mo3re moAeid ¢ 3TuM 3abosneBaHueM. MPT BbIsBISeT XapakTepHblE MOPAXKEHUS B ONpPEIEIEeHHBIX
oOnacTtsax Mo3ra (0a3zajabHble TaHIJIMM, MO3KEUOK U CTBOJI Mo3ra). [lopaykeHust roJI0BHOIO MO3ra 4acTo
COIIPOBOXKIAIOTCA JIEMHEIMHM3alMeH, KOTOpas yMEHbIIAeT CIIOCOOHOCTh HEPBOB AaKTMBUPOBATh
MBILIIBI, WCIOJIb3yEMbIE ISl JABM)KEHHUS, WIM NEepelaBaTb CEHCOPHYI MH(OPMAaLMI0 OT OCTalbHOU
YacTH Teja 0OpaTHO B MO3T.

Cunnpom JIn nopaxaer kak MUHUMYM 1 13 40 000 HOBOpOKAEHHBIX. JJaHHBINM CUHIPOM KpaiiHe
reTepOreHeH C TOYKU 3pEHMs 3THOJOruu. Ero mpuunHoil craHOBATCS 1e()EeKThl MHOKECTBA T€HOB —
Ha ayrocoMmax, X-xpomocomax M muToxoHapuansHoi JIHK. B pe3ynpraTe B 3aBUCUMOCTH OT
XapakTepa MYTallMU HAacleJOBaHUE ITAHHOTO 3a00JeBaHHS MOXET ObITh ayTOCOMHO-PELECCHUBHBIM,
CLIETUIEHHBIM C TOJIOM WJIM MUTOXOHJApPHAIbHBIM. B 11emom (yuuThiBas Bce BHJIbI HACIEIOBaHUS) —
JaHHBI CHHIPOM IOpa)kacT B PaBHOM CTENEHU KaK MajJb4MKOB, TaK U JeBouek. Ilo mureparypHbIM
NaHHBIM, HauOonee 4uacras npuuumHa cuHapoMa Jlu — wMyrauuun B reHax ATdazer 6
(muroxouapuansHas JIHK) u SURF1 (snepunas JJHK). B Tkansx Gombnbix aereir ot 70 go 95%
mutoxoHipuanbHoi JIHK HeceT ToukoByro myrtanuio. B TkaHax marepeil OONbHBIX AeTeld 4MCIIO
mytanuii ot 10 go 70%.

Heasn. [IpoananusupoBaTh KIMHUYECKUE U JTaOOpAaTOPHBIE JaHHbIE (U3MEHEHUS ), BIUSIONINE Ha
HEBPOJIOTUYECKUHN 1e(DUITUT B CTPYKTYpe cuHipoma JIN.

Marepuanbl 1 MeToabl. PaccMoTpen kiMHHYeCKui cinydait pebenka ¢ cunapomom JIU, onenen
TeHEATOTHYEeCKUd  aHaMHe3, U3Yy4YeHbl  pe3yibTaThl  JIOMOJHUTENIBHBIX  J1a0OpPaTOpPHBIX U
MHCTPYMEHTAJIBHBIX UCCIIEAOBAHNN.
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Kunnudvecknii cayqait. Ilaument, 6 mecsaues 29 nneil. [locTynun nnaHoBO Ha OTAENIEHUE
ncuxoneBpojorun  CIIGITIMY ¢ xamobamu Ha  SIWICNTHYECKUE TPHUCTYIBI,  3aJEPKKY
IICUXOMOTOPHOI'O Pa3BUTHSI.

PeGenok ot 1-it GepemenHocTH, npotekabmel Ha doHe OPBU (26 Hemenb), XpOHUYECKOTO
nuenonepuTa, MHUKPOAJCHOMBI THUIO(pH3a, AaHEMHH, TUIEPIPOIaKTHUHEMHH. Ponel 1-e cpouHsble,
camocTosaTenbHble. Bec mpu poxaenun 3525 1, poct 50 cMm, omenka mo mkaine Amnrap 8/10 6.
Boinucana nomoi. C poXkaeHMsI OTMeuanach NOBBILIEHHAsI BAJIOCTb, OTKAa3 OT KOPMJIEHHS, MHOI'O
criajna, B Bece He MpuoOaBsa.

C 2,5 MecsueB BO BpeMsl Macca)ka BO3HUKIIN CYIOPOXKHBIE IPUCTYIIBI B BUJE PE3KOI0 KPHKA,
B3JIparMBaHMs U TOHUYECKOTO HAIPSKEHUsSI PYK, € TOCIEAYIOLIeH COHIIMBOCTBIO, TOAO0OHbBIE IPUCTYIIBI
MaTh OTMEYala C POXICHHWS, HO OHM HE OBUIM pacleHeHbl KakK maroyiorndyeckue. PebOeHok
KOHCYJIBTHPOBAaH HEBpOJIOroM Mo M/k, rocnurammsupoBan B JII'b. B otnenenun ormedanuck
SMUJIENTUYECKHE MPUCTYNBI IO TUIY OSKCTEH30PHBIX MH(MAHTHIBHBIX CIA3MOB (32 BpeMms
rocoutanu3anuuu  4-5 cepuil) JUIMTENBHOCTBIO A0 1 MHUHYTBI, 3alpOKHJBIBAHUE T'OJIOBBI
JUINTEIbHOCTBIO HECKOJBKO CEKyHJ. Takke B BHJI€ OCTAaHOBKM JI€ATEIBHOCTH (3aTOPMOKEHHOCTH
IOBEJICHYECKUX peaKluil) ¢ HeOONbIIMM MPUIIOJHUMAHUEM YUIHBIX PAKOBUH, JJIUTEIBLHOCTh 2—3 CeK,
HECKOJIbKO CEKYHJ 10 5—7 pa3 B JIeHb, U MHOKIOHHMSMH B BEPXHUX KOHEUHOCTSX B JUCTAJIbHBIX
ornenax. B Ttepanuto nobGaenen nemakuH. Ha Qone nenakumHa BO3HUK 0ojee MPOAOIKUTEIbHBIN
OPUCTYl C TOHMYECKUM HalpshKeHHUeM KoHeuHocTed. IlpoBeneHa koppekuus Tepanuu: OTMEHa
JieTakvHa, 1o0aBlieHa KemIpa, MPUCTYIbl COXPaHsUIMCh — BBEACH KJIOHA3emaM, MPUCTYMbl CTald
pexe, mocie BBEACHHs TONUpaMara — €IMHUYHBIC B CYTKH.

W3 npoBeneHHbIX 00CIeJ0BaHUI:

KpoBb Ha nakrat: 5,97 mmosb/i, Ha hone kapautuHa 10 3,47 (Hopma — 1,0—1,7 MMoits/).

90T snunentudopmuas akTuBHOCTH O-MB B 100HO-IIEHTpaJIbHBIX 00J1aCTAX.

Buneo-33I'-MOHUTOPHUHT: perrnoHalIbHAS SMUICNTAGOPMHAS aKTUBHOCTh B JIEBOH BHCOYHOM
o0nacTH.

TMC: noBbIlIeHNE KOHLEHTPALMK alaHWHA U OKTEHOWJIKAPHUTUHA, CHUKEHHE LUTPYIJINHA.

KIIC kpoBH: HEOJHOKPATHO METAOOINYECKHH aIi103.

MPT: ompenensiercss OunaTepaibHOE CHMMETPUYHOE TOpaKEHHE Oa3albHBIX  S7ED,
IPEUMYIIECTBEHHO B 00JIACTH CKOPIYIIbI U HAPYKHOW KaICYIbI.

V3U muToBUAHON Kene3bl: yMepeHHble U y3HbIe H3MEHEHHUS.

Oo6wextuBHO: CocrosHue cpeaHel cremeHn TsbkectH. He nuxopaaut. KokHble MOKPOBBI,
CIIM3UCTBIE YHUCTHIE. J[pIXaHHWE MPOBOIUTCS BO BCE OTAENBI, My3pUIIbHOE, XpUIIOB HET. TOHBI cepaua
AcHble, pUTMHuHBblE. JKuBOT Msarkuii, Oe300ne3HeHHbIM. CTyn mnonyoOpMIIEHHBIH, JIUype3
JIOCTATOYHBIM.

Hesponornueckuii craryc: Cos3Hanue sicHoe. Okp. rojoBbl 42,5 cm, b. p. 2.0x2.0 cwm,
HOpMOTOHMYHBIH. Ha ocmoTp pearupyer crnokoiiHo. B3srmsg @uxcupyer KpaTKOBpEMEHHO,
HEMOCTOSHHO, 32 TPeAMETOM He cleauT. [ nasuele menu cuMMeTpudnble. 3pauku D = S, poTopeakuus
coxpaneHa. Hucrarma Her. J[BrkeHus riia3HbIxX si0J0K B 1osiHOM oObeme. Ha 3Byk He pearupyert. lpu
TaKTHJIBHOM DPa3JIpaKeHUM — HEraTuBU3M, rpumaca 6omu. CHOHTaHHas JBUTATelbHAs aKTUBHOCTD.
JIuno cummerpuuHoe. S3bik 1o cpeaneit nuHuM. [noTanne He HapyueHo. Boipakennas nuddysnas
MbllIeyHass TUnoToHUs. CUMOTOM CBOOOJHBIX Haamieunil. [nyOokue cyxoxkuibHbIE pedaeKchl B
BEPXHUX M HI)KHHMX KOHEHYHOCTAX D = S, cpenneit xuBoctu. Kitonycos Her. [laTonornueckux 3HakoB
HeT. MeHuHreanpHble CUMNTOMBI oTpuuarenpHele. [IMP: romoBy ynep:kuBaeT HEyBepeHHO, NpHU
TPaKIUU 32 PYKHU 3alIPOKUJIBIBAET FOJIOBY, IEPEBOPAUMBAETCS CO CIUHBI HA OOK, HE CHJIUT.

C yueToM (EeHOTUMMYECKUX JAHHBIX, KIMHUKH, TaHHBIX MPT, 66110 3a1107103peHO F'eHETHYECKOe
3a00JieBaHME: MAIlMEHT ObUI HAlpaBieH Ha KOHCYJIBTALMIO TE€HETUKA C MOJI03PEHUEM Ha CUHApPOM JIu.
IIpu npoBeneHUM MOJIEKYISIPHO-TEHETUYECKOTO MeToja OblI MOATBEpXKAECH cuHapoM Jlu c
MUTOXOHJIPHAJIHBIM TUIIOM HacCJeI0BaHUS.

Ha ocHOBaHMM TeHETMYECKOTO aHaIM3a U KIMHUKO-TA0OpaTOPHBIX MAHHBIX OBLI BBICTABIICH
JUarHO3:

80



OcnoBHoii: Heiiponereneparusnoe 3abosneBanue. Cunzapom Jlu. CTpyKTypHasi reHeTHUYecKas
snMIIencHsl. DnuiIenTHyecKas sHIedanonaTus. 3aepix Ka ICUXOMOTOPHOTO PA3BUTH.

ConyrcrBytonuii: JIBycTOpOHHSST XpOHMYECKass HEHPOCEHCOpHash TYroyxocTb crpaBa 4-ii
creneny, ciesa. Puck mo YA3H oboux rias.

3akarodenue. JluarHocTuka MMTOXOHApPUAIbHBIX 3a00ieBaHMi upe3BblUaiiHO TpyaHa. B
JAHHOM  KJIIMHUYECKOM IIpUMepe Mbl BUAMM, YTO 3a0o0jeBaHME TPYIHOKYpaOelbHOE C
(dapmakope3ncTeHTHOM snwiencueid. Kinmmanyeckas KapTHHA HE YKJIAJBIBAETCS B KIIACCHYECKHE PAaMKHU
BBUJly I'€HETHYECKOHl rereporeHHocTd cuHapoMma. Hecnenuduueckue MposiBI€HUS Ha HadaabHOM
JTane B BUJAE BSUIOCTH, OTKa3a OT KOPMJIEHUS, COHJIMBOCTH, OTCYTCTBMsI IPUOABKMU B BECE HE BCETJa
HO3BOJISIFOT ~ 3allOJIO3PUTh  HeHpojereHepatuBHoe  3aboneBanus. IlocreneHHoe — HapacTaHue
HEBPOJIOTUYECKOTO JeUINTa — IICUXOMOTOPHBIA perpecc, MHONAaTHsA, a TaKXKe OTCYTCTBHE
HOJIOKUTEIbHON JUHAMUKMA MpPU JIEYEHUMH MOTYT Ha OCHOBaHMM KJIMHHUKO-1a0OpaTOpHBIX U
MHCTPYMEHTAJIBHBIX JaHHBIX IIO3BOJIUTH 3all0J03pUTh HEHPOJEreHepaTUBHOE 3a00JIEBAHUE U3 TPYIIIIBI
MUTOXOHJpUAIBHBIX. OIHAKO TOYHBIA JMAarHO3 MOKHO IIOCTaBUTh TOJIBKO IIOCIE MOJIEKYJISIPHO-
FEHETUYECKOTO METOJ]a — 4YTO M OBLIO OCYLIECTBJIEHO B JAHHOM KOHKpETHOM ciydvae. [Ipornos mis
AKHU3HU HEOJIarONpUSTHBIH.

KIMHUYECKOE HABJIOAEHHUE: CEIITO-OIITUYECKAS IUCIIJIA3UA
Jxankany 3.M., Oxpum U.B., CaBunkas O.H.

@I'bOY BO CIHIOITIMY M3 P®, kagedpa Hegponozuu, HetipoXupypeuu u MeouyuHcKou
2eHemuKu

AKTyalbHOCTh. Cenro-onTudeckas auciuiasus, Wi cuHapoMm de Morsier, — BpPOXKICHHBIH
MOPOK Pa3BUTHUS TOJIOBHOI'O MO3ra, XapaKTepU3YIOLIUKHCA TPUALOM:

1) rumnorniasus 3pUTEIbHBIX HEPBOB M XHA3MBI;

2) areHe3us1/TUIOILIA3Us TPO3PavyHOi IEPEropoIKH U MO30JIHCTOrO Tela;

3) runoruiazust runodusa U THIMOMUTYHTAPU3M.

OTH HapylLIeHHs] MOT'YT BCTPEYaThCsl OJHOBPEMEHHO y OJHOIO NMAlMEHTa WIN B ONPEIEICHHON
KOMOMHAIIUM, OJHAKO IJIABHBIM JIMAarHOCTUYECKUM IPU3HAKOM SIBIISIETCS THIIOIUIA3Usl 3PUTEIBHOIO
HEpBa.

Otmedaercss CBA3b  PAa3BUTUS IOpOKAa C aHTEHATaJIbHBIM  BO3JIEHCTBHEM  aJIKOTOJI,
HapKOTHUYECKUX BEIIEeCTB, MH(PEKIMAMHU, SHAOKPHUHHOM MaTojI0ruel y MaTepH, FTeHHBIMU MYTalUsIMHU, B
yactHocTH, MyTtamusimu reHa HESX1 (homeobox gene expressed in embryonic stem cells),
KOJAMPYIOIIEro runodu3apHble TPaHCKPHUIILMOHHBIE (AaKTOPbI, YyYacTBYIOIIME B 3MOpHUOreHe3e
azieHorumnodusa.

OCHOBHBIMU KJIMHMYECKHMHU TPOSIBJICHUSIMM SIBISIIOTCS HApyLIEHUS 3pPEHMS: OTCYTCTBHUE
¢duKkcanuu B3rJIsLAa, HUCTarM, HEUETKOCTh 3pEHHs WM Kocoryiasue. Mo)KeT BCTpeuaThCsl accoLuaus
IPU3HAKOB, BKJIIOYAIOIIAs TMIOIIA3UI0 CPEAHEN TPETH JIMIA, MBIIIEUYHYIO THUIIOTOHHUIO, CYIOPOKHbIE
OPUCTYNBI, 33JEPKKY pOCTa U TCUXOMOTOPHOIO pPAa3BUTHUS, PACCTPONCTBO TEPMOPETYIIALNH,
TUIIOTIIMKEMHIO, TUIIEpOMIINPYOUHEMH IO, MUKPOTEHUTAIN3M (Y MaJIbYMKOB), AyTH3M.

Kiannnyeckue HaGawaenusi. Manpuuk M., 6 MecsIeB, TOCTYNUJ B CTallMOHAP B CBS3H C
HEOOXO/MMOCTBIO BBISCHEHHS] NMPHYUHBI 33JEPKKH MOTOPHOTO pa3BUTHsI, HUCTAarMa, OTCYTCTBUS
dbuKcauu B3rsa.

N3 anamHesa u3BecTHO: pedeHok oT III GepemeHHOCTH, TpOTeKaBIIel Ha (hOHE TOKCHKO3a B 1-M
TPUMECTPE, 3aMEPIINK BTOPOU IJI0 — Ju3nupoBaics. Poasl Ha cpoke 39 Henenb, KecapeBO CEUEHUE.
Bec npu poxxnennn — 3680 r, poct — 53 oM, Anrap 8/9 6amnoB. Pannuit nepuos agantainuy npouiesn
6e3 ocobeHHocrell. B 4 Mecsa B cBsi3U € jkajno0aMu Ha OTCYTCTBHE (PMKCallMU B3IJIsiga o0ciIel0BaH B
OTJeNIEHNH O(PTAIBMOJIOTUU C TUArHO30M: TUIIOIIA3Hsl 3pUTENbHBIX HEPBOB, THIIEPMETPOIIUS CIIab0i
crenenn obomx raa3. CrteHo3 cne3ooTBoAsAmMX myTed. Jlmst mooOcnemoBaHusi HampaBlieH B
ncUXoHeBposoruyeckoe oraenenue kiauauku CII6I TIMY.
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HeBponornyeckuii ctatyc: B CO3HaHMM, peakliis Ha OCMOTP B BUJE JIBUTaTEIbHOIO 0XKUBIICHUS,
rynenusi. ['masupie menu D=S. 3pauxku D=S. ®dotopeakuusi coxpanena. IlnaBaroniue IBHKEHUSA
rnasHeix 1050k, Hucrarm. Jlnmo cummerpuunoe. SI3bik o cpeaneid muaun. CyXoXKHIbHbIE Pe(IeKchl
D=S, cpenneii kxuBOCTU. MBbIIICUHBIA TOHYC NEepeMEHHBbIA. YyBCTBUTEIBHOCTh HE OLIEHUTH B CHIIY
Bo3pacta. Cumnrom bBaOMHCKOro MOJIOKUTENBHBIA C JIBYX CTOPOH. MEHMHI€aJIbHbIE CHMIITOMBI
OTPULATEIIBHEBIE.

B xnmHMKe TpoBeneHBI 00CIIEAOBAaHUS: KIMHUYECKUH aHaIW3 KPOBH, OMOXMMHYECKUN aHAIN3
KpoBu — B mpezenax Hopmbl. DKI': cuHycoBas Opaaukapaus. DJIEKTpOJUTHBIC HapymieHus. MPT
TOJOBHOTO MO3ra: arpousi 3pUTEIbHBIX HEPBOB, OTCYTCTBHE MEXOKETYIOYKOBOM MEPEropoaKH,
HapylmeHue ¢opmupoBanus runodusa. Takum obpazom, no pesyinpratam MPT rojgoBHoro mosra y
nanueHTa M. BBISIBIIEHO HECKOJIBKO IMarHOCTUYECKUX KPUTEPUEB CENTO-ONTHUECKOH JNCILIa3UH.

JHeBouka A., 7 MecsleB, NOCTYNWIa B CTallMOHAap U1 YTOYHEHHs JAMArHo3a C jkajlo0amu:
OTCTaBaHHE B MOTOPHOM Pa3BUTHUH, IJIOXO JEP>KUT FOJIOBKY, OTCYTCTBUE (DUKCAIIMH B3I,

13 anamue3a usBectHO: pedeHok ot II 6epemMenHOCTH, TpoTeKkaBLiel 6e3 ocnoxHeHni. Poabl Ha
CpOKe recTamuu 35 Hezelb, caMocTosTeNbHble. Bec mpu poxaenun 2500 T, poct 52 cMm, Anrap 7/8
6amu1oB. CocTOUT Ha yyeTe y OTaabMOoiIora ¢ 2 MecsIeB ¢ IMarHo30M: BPOXKJICHHAs aHOMAJIHs AUCKa
3putenbHOro Heppa. (OOcienoBaHa B OTJAEJICHUMM IATOJOTMU  HOBOPOXKJEHHBIX, JIUArHO3:
apaxHouJajbHas KUCTA JIEBOM BHCOYHOW OOJIACTH, KUCTBI NMPO3PAYHOM NEPEropojakH, TMIOIIa3us
3pUTENbHBIX HEpBOB. /[lns nooOcnenoBaHus HampaBieHa B IICMXOHEBPOJIOIMYECKOE OTAEICHUE
knuauku CIIGITIMY.

Hesponornyeckuii ctatyc: B CO3HaHMM, peaklids Ha OCMOTP B BUJE JIBUTATEIbHOIO 0XKUBJICHUS,
rynenud. I'mazable menu D=S. 3pauku D=S. ®doropeakuus coxpaneHa. llnaBaromue ABUXKEHUSA
ra3HbIX  s1070K. PotaropHbiii HucTtarM. Jlunmo cummerpuyHoe. SI3bIK 1O CpeAaHed JIMHUM.
CyxoxunbHble peduekcbl D=S, cpeaneit xuBoctu. J[uddy3Has MpllieyHas TUIOTOHUS.
UyBCTBUTEIBHOCTh HE OLEHUTH B CUIy Bo3pacta. CuMnToM BaOMHCKOro MOJIOKUTENbHBIA € JIBYX
CTOpPOH. MEeHMHIeanbHblE CUMIITOMBI OTPULIATENBHBIE.

B ximHuke npoBenieHbl 00CieI0BaHUS: KIMHUYECKUM aHalIU3 KpOBU, OMOXMMUYECKUH aHau3
kpoBu — B mpenenax Hopmbl. DKI: cunycoBas aputmus ¢ UCC 125-143 yn./mun. HopmanbHoe
nonoxkenne DOC. Henonnas Onokaga mnpaBod HOXkM nyuka [umca. DO3I: Bo3pacTHON putMm
negopmupoBaH. OnuienTu(GOpMHBIX U3MeHeHuil HeT. OuaroBelx u3mMeHeHuit HeT. MPT romoBHoro
mo3ra: MP-kapTuHa arpoduu 3pUTENbHBIX HEPBOB, Ha HKCTpa- M MHTpaKpaHUaIbHOM ypoBHe. Ha
(oHe He3aBepIICHHONM MHUEIMHU3AIUM Helb3s HMCKIIOYHTh YMEHbIIEHHE oO0beMa 0enoro BelecTBa
7n00HBIX noneil. HapyxHas 3amectutenbHas rujapouedanus. ApaxHouJallbHas KHCTa B IMPOEKIHH
JIEBOTO TUIIIOKaMIIA.

Takum ob6pazom, no pesynbraraM MPT ronoBHoro Mmosra BbIsSBI€Ha aTpo(usi 3pUTEIbHBIX
HEPBOB.

BoiBoabl. Jletn ¢ oQTalbMONOrMUECKON MaToNOrMel: YacTMYHOM arpoduel 3pUTENbHBIX
HEpBOB, aMOJIMONMEN, HUICTAaTMOM M 3a/IEpP’KKOI IICUXOMOTOPHOTO Pa3BUTHsI, BHISIBICHHBIE B PAaHHEM
BO3pacTe, HYXJAIOTCS B MPOBEJCHUH HEHPOBU3YaIM3ALMOHHBIX HCCIEIOBAHUNA MJI HCKIIOUEHUS
nopoxos pa3zsutus LTHC.

KINHUYECKOE HABJIIOJAEHUE ATAKCUUA @PPII[PEFIXA
xanxaua .M., Oxpum U.B., Janenssn M.C.

@I'bOY BO CIHIOITIMY M3 P®, kagedpa Hegponocuu, Hetupoxupypeuu u MeoOuyuHcKou
2eHemuKu

Artakcud, win Oone3nb @puapeiixa (AP), — 3TO HACIEICTBEHHOE ayTOCOMHO-PEIIECCUBHOE
3a0oJeBaHNe, CBA3aHHOE C MIPEUMYIIECTBEHHON JereHepanreil MpoBOAALINX CUCTEM CIIMHHOTO MO3ra
U nepudepuueckux HEPBHBIX BOJOKOH. ['eH Oonesnm Dpuiapeiixa KapTUPOBaH B IEHTPOMEPHON
obmact 9-it xpomocomel B Jokyce 9ql3—q21. B ocnoBe mnarorene3a A® nexuUT HapylieHUE
coJiepKaHus (ppaTakcHHa, MPUBOASIIEE K MUTOXOHPUAIBHON AUCHYHKINU U 00YCIOBIEHHOMY 3TUM
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OKCHJAHTHOMY cTpeccy. Tunuunbim 1y AD sBnsieTcst Hayanno 3aboneBanust Ha 1—2-M JeCSITHIETHSIX
JKU3HHM, OTMEYAIOTCS 2 THKa Bo3pacta MaHudecranuu: B 6—9 met u 12—-15 ner. PaHHUM U BakKHBIM
muddepeHIMaTEHO-TUaTHOCTHYECKUM TPU3HAKoM OonesHu Dpuapeiixa sBISETCS HCYC3HOBCHHE
CYXOXKWJIbHBIX U HaJIKOCTHUYHBIX pediiekcoB. [lo mepe mporpeccupoBanus 3a00€BaHUs TOCTEICHHO
HApaCcTalOT MO3KEYKOBAasi M CEHCUTHBHAS aTaKCHs, CIa0OCTh W aTpodus MBI HOr. B mo3mHei
cTaauu 0osie3HH OOJIBHBIE MEPECTAIOT CAMOCTOSITENILHO XOAUTh U 00CTYKUBATh ce0s U3-3a IIyOOKOIo
pacnama MoTOpHBIX (¢yHKIMi. Cpenu Hambonee YaCcTO BCTPEYAOMIMXCS OKCTPAHEBPATBHBIX
nposiieHuii A® HeoOXO0IMMO BBIIEIUTH PAa3BUTHE MPOrPECCUPYIOLIEH  KapJUOMUONATHH,
SHJIOKPUHHBIC PACCTPONCTBA, CKENETHhIE nedopmamuu: CKOIMo3, «crtoma Dpuipeitxa», arpodus
3pUTENbHBIX HEpPBOB. [IporHo3 coMHHTENbHBINA, 3a00JI€BaHME HEYKJIOHHO IMPOTPECCUPYET, OJHAKO
TEMIIbl MPOrPEeCCUpOBaHUs pa3iuuHble. [[pUynHON CMEpTH 3a4acTyro SBISIETCS MPOTPECCUpPYIOIIas
KapJIUOMHUONATHS.

Kannuveckoe Hadoaoaenue Ne 1. I[Tanment T., 17 ner, nmoctymun B gekabpe 2019 r. ¢ nensio
KOHTPOJILHOTO OOCJICIOBaHKMS W JIeYeHUs B TIcuxoHeBposioruueckoe otnenenue CIIGITIMY ¢
KaI00aMH HA MATKOCTh MPU XO0Jb0E, HAPYIICHUE MEJIKOW MOTOPUKH, MOBBIIICHHYIO YTOMIISIEMOCTD,
NEepUOANYECKH BO3HUKaroIui sHype3. 13 anamuesa: pebeHoK oT 3-if OepeMeHHOCTH, MPOTEeKaBIIeH
0e3 ocobeHHOCTEH, 2-X CPOUYHBIX poJIoB, poawica ¢ BecoMm 3950 r. Poc u pa3BuBasca mo BO3pacrty.
HacnencrBenHnslii anHaMHe3 He OTATOLIECH, B ceMbe elle 2 pedenka, oda 370poBbl. C paHHEro AeTCTBa
CTpaJaeT OT PHYype3a, SHKOIIPe3a, ¢ Bo3pacTa 6 JIET BOSHUKIIO MPOTrPECCUPYIOIIEE HAPYILIEHUE OCaHKU
(S-00pa3Hblii CKOJIKMO3), ¢ 8 JIET BIEPBbIE BO3HUKIHM 3KajdoObl Ha MIATKOCTh HpU Xoabbe, ¢ 10 jer
MOBBIIIICHUE YTOMJISIEMOCTH TIpH (hu3mdeckoi Harpyske, ¢ 11 et HapyiieHue movepka (pa3MammcThIi,
HepoBHBIN). B 2014 1. Haxoauscs Ha neyeHUH B Ajpireiickoit pecriyonukanckoit JIKb, rae noctasnen
nuarHo3 «oone3np @puapeiixay. HeoqHOKpaTHO MOTyYall KypChl PeaOMIIMTALINN 110 M/K, 00CIIeIOBaH
B I. MockBe, rie nuartos «oone3ns Opuaperixay reHeTUYeCKU MOATBEPANIH.

Hesponoruueckuii cratyc: co3HaHue sicHoe. WMHTemnekT coxpaHeH. CKaHIUpOBaHHAs pPEUb.
3padyku CUMMETpPUYHBIE, (OTOPEAKIIHS KHUBasl. Y CTAHOBOYHBIA TOPU3OHTAIBHBINA, MEIKOAMITITUTYIHBIN
HUCTarM B KpalHUX OTBeJeHUsX. J[BHkeHHe Ta3HbIX 010K B oJHOM oObeMe. Jlumnonuu Het. Jlumo
cummerpuyHoe. f3bik no cpegneil auHuu. ['CXP D=S, ¢ BepxXHUX KOHEYHOCTEH Cp. )KMBOCTH, C
HIDKHUX KOHeuHocTel Hu3kue D=S. Tlatonoruueckue cromnupie 3HaKu oTcyTcTBYIOT. [IHII BBITTONTHSIET
C MHTEHIMOHHBIM TpemopoM D=S. B mo3ze PombGepra momarsiBaeTcsi. MBIIIEYHO-CYCTaBHOE YYBCTBO
HapyIIEHO B HUKHUX KOHEUHOCTX, D<S . MeHuHTealIbHbIe CHMITTOMBI OTPHUIIATEIbHBIE.

JlanHbIe 1a00paTOPHO-UHCTPYMEHTAIBHBIX METO/I0B OOCIIEIOBAHMUS:

Knuanueckuit ananmu3 kpoBu, oOmmit aHanmmu3 mouu, OKI, D3I — 06e3 cylecTBeHHBIX
u3MeHeHu. B OnoxuMudeckoM aHanm3e KpoBU oOpaliaer Ha ce0s BHUMaHHWE YMEPEHHOE MOBLIIIICHHE
kpeatuHpochokraazsl MB 1o 5.4 ur/min (Hopma 0.0-3.4).

[lo pmamaeiM  OHMI: npu3Haku  OTCYTCTBHS  aMIUIATYAbl  [OTEHUUAJIOB  JIEUCTBUS
YYBCTBUTEJbHBIX HEPBOB BEPXHUX M HUKHHMX KOHEUHOCTEW, 4TO sBisieTcs XapakrepHbiM OHMI-
narrepioM A®. B cBsa3u ¢ HaimuumeM oTkiIoHeHHH Ha Oxo0-KI' (BbIpak€eHHOE CHUMMETPUYHOE
YTOJIIIIEHUE CTEHOK MHOKapjAa JIEBOTO XKeIyJouka 0e3 OOCTPYKIIMH BBIBOJIHOTO TpakTa) peOEHOK
MPOKOHCYIBTUPOBAH KapIUOJIOTOM, IHArHO3: «TUNepTpoduueckas KapAUOMHOINATHS B CTPYKType
ocHOBHOro 3aboneBanus (atakcust Dpuapeiixa)». Ha otnmenenum nposemena MPT mreitHOro u
TPYJHOTO OTAENa [O3BOHOYHMKA: MP-mpu3Haku HapylmieHuss CTAaTHUKM IIEHHOTO  OT/Aena
MO3BOHOYHHMKA. JlereHepaTUBHO-AUCTpODHUUECKHE WM3MEHEHUsSI TPYJHOTO OT[eja TO3BOHOYHUKA
(octeoxonnpos, rpeiku [Imoprs ten. Th5-Thl mo3BonkoB). S- oOpa3usiii ckonmo3. MPT romoBHoro
MO3Ta: MAaTOJIOTHYECKUX U3MEHEHUI MO3KeUKa HE BBIABIICHO. Y MEpPEHHAs! Hapy>KHast TUApoLiedams.

Ha otnenenuu mpoBeneHa HelipoMeTaboauveckas Tepanust U Gu3noTepanus.

Kannuveckoe Hab6monenue Ne 2. [Manmentka U., 12 ner, mocrymwia B ¢epane 2020 1. ¢
I[EJIbI0 KOHTPOJILHOTO OOCIIeZIOBaHUS U JieueHHUs B micuxoHeBpoiorudeckoe ornenenue CIIBITIMY c
*anobaMM Ha HapyIIEHUE MTOXOAKH.

Pebenox ot 2-it 6epeMeHHOCTH, 2-X pOJIOB, IPOTEeKaBIei Ha (POHE aHEMUH, YTPO3bI IIPEPHIBAHUS
oepemennoctu, BCJI. Poasl B cpok. Omenka mo mikanme Anrap 8/8 GammoB, macca — 3200 r.
Boeinucana nomoii Ha 4-e cytku. Pocia u pazBuBasiack B COOTBETCTBUHU C Bo3pacToM. B 2014 r. B
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BO3pacTe 7 JIeT MOSBHWINCH >KaJoObl Ha HEJIOBKOCTb INpH Xoab0e, amMOyIaTOpHO OCMOTpeHa
HEBPOJIOTOM, B HEBPOJOTMYECKOM CTaTyce: TI'OPU3OHTAJIbHBIA HUCTarM B KpalHUX OTBEIEHUSX,
Oosnbie cieBa, B mo3e PomOepra nomareiBanue BIEBO, KOOPAMHATOPHBIE MPOOBI C MUMOIIONATaHUEM
cieBa, aaWaaoxokuHe3 cieBa. B HosOpe 2014 roma rocnurtammsupoBana B L[Pb. Jluarnos:
HeBpoTtnueckue peakmum JETCKOTO Bo3pacta. ['eHepanu3oBaHHas —HenudepeHIMpoBaHHAS
JUCIIIA3Us COEAMHUTEIBbHON TKaHU: IICUXOBETeTaTUBHBINA, MUOTOHHYECKHE CUHAPOMEBI. B anpene 2015
rojia MosIBUIMCH OOJM B HM)KHMX KOHEYHOCTSX, IIOXOJIKa Hapylluiach (CTajla packauuBaThCsl B 00e
CTOPOHBI TIPH XOAbOE), MOSBHJIACH CJIa0OCTh B HOrax mpu xoapbe. B aBrycre 2015 r. mimaHoBo
rOCIUTAIM3UPOBaHA B AJNTAlICKyI0 KpaeByl0 AETCKYI0O KMHUYECKYI0 OonbHULYy. BbICcTaBieH nuarsos:
HequdpepeHnpoBaHHas crimHolepedesipHas atakcus (Ppuapeiixa?), uauonatuyeckas Gopma. B
mae 2017 r. peGeHok Obu1 muaHoBO rocnutanusupoBad B CIIOITIMY B mncuxoHeBpoIOruyeckoe
otaenenue, nuario3 A® noarsepaAnics KIMHUYECKH, peOCHKY MPH BBIUCKE PEKOMEHI0BAIM IPOUTH
reHeTuueckoe odcienoBanne B Mockse. B renetnueckom 1eHTpe B MOCKBE TMarHo3 MOATBEPIUIIH.

HeBposiornueckuii ctaTyc Ha MOMEHT T'OCIHUTAIM3ALMU: CO3HAHUE cHOE. VIHTEIIeKT COXpaHeH.
Bripaxkennsiii sk3o¢TaneM S>D. 3pauku cummerpuuHbie, GoTopeakius xKuBas. [[BIkeHUE TIa3HBIX
010K B mosiHOM oObeMe. Hucrarma, qumionuu Het. JIuno cummerpuuHoe. SI3bIK 10 CpeaHen JTMHUM.
Bripakennas nud¢ysnas mpimeynas runotonus. [CXP D = S, wuskue ¢ pyk, ¢ Hor abs. ITHII ¢
MHUMOIIONAJIaHUEM ¢ JABYX CTOpoH. B mo3e PomOepra BblpaxkeHHas aTakcus. XOpeoaTeTOM]IHbIE
THIEPKUHE3bl, MUOKJIOHMHM B pAa3IMYHBIX MBIIICYHBIX TIpynnax. MEeHUHTealbHbIE CHMIITTOMBI
oTpuuarensHble. Hapymienne ocanku, qeopmanus cTor.

JlanHbIE 1a00PaTOPHO-UHCTPYMEHTALHBIX METOIOB 00CIIEIOBAHUS:

Knunnueckuit ananu3 kpoBu, oOmmii anamu3 moum, JKI, DOI' — 0e3 cyliecTBeHHBIX
U3MEHEHUM.

B GuoxumuueckoM aHalln3e KpOBH: YMEPEHHOE CHI)KEHHE 111eI049HOoM docdaTassl 1o 84,00 en/n
(141,00-460,00), He3sHauMTEIHHOE MOBBIIICHUE YPOBHS XxojectepuHa 10 4,50 mmons/n (3,10-4,40),
HOBBIILIEHUE YpOBHS TpuriaunepuaoB ao 1,67 mmons/n (0,40-1,29). Obpamaer Ha ceOs BHUMaHUE
3HAUUTENIFHOE TMIOBBIICHUE YPOBHS aHTHTEN K Tupeornepokcumaze a0 440,3 ME/ma (0,0-9,0) u
CHI)KEHHE YPOBHsI THpeoTpornHoro ropmona 1o 0,23 mkME/mi (0,34-5,60).

[To panabiM Oxo0-KI' mpusHaku runeptpoduueckoil kapauomuonaruu. Ilposeneno Y3U
IIUTOBHUJIHON JKeJe3bl — yBeJIHueHHe o0beMa IMUTOBHIHOMN jkene3bl. PEOCHOK MPOKOHCYIbTHPOBAH
SHJOKPUHOJIOTOM, OpTOIEAOM, O(TaNIbMOJIOrOM, KapauojoroM. Ha ocHOBaHMM HPOBEIECHHOIO
00cIieZI0BaHus BBICTABIIEH IUATrHO3!

OcHoBHoli: CinHonepebennspHas arakcus (Ppuapeiixa).

ConyTcTBYyIomMiA: S-00pa3HbIii CKOIMO3 IPYNO-TIOSICHUYHOTO OT/IeNa M03BOHOYHMKA. KaBycHbIe
ctonbl. Jluddy3HO-TOKCHUECKUI 300, JaTeHTHBIM TUnepTHpeo3 (300 2-i cTeneHu, SK30(TaabM).
Bropuunas  rumeptpopudeckas  kapauomuonarus. HKO.  OupokpunHas — odranbmonarus
(mobpokauecTBeHHOE TeueHue) Ha GpoHe MU y3HOTO TOKCUYECKOTO 300a.

BbiBoa. B o0oux HaOMIOACHUSAX y MAIlMEHTOB UMEETCS TUIepTpodHuuecKas KapAHOMHONATHS,
CKeJIeTHbIE JedopMalii, BO BTOPOM Cllydae HMMEET MECTO OJHJIOKPHUHHAs NaToJOTHsl B BHJE
muddy3Horo Tokcudeckoro 306a. Cnennpudeckoit Tepanuu npu AP Her. Mcnons3yroTes npenapaTs
MUTOXOHJIPHAJILHOTO psifia, aHTHOKCHJIAHThL.. Cpenu aHTHUOKCHIAHTOB IIHPOKO HCHOJIB3YIOTCS
ButamMuHbl A u E, a Taioke mpemnapathl cuHTeTHUeckoro ananora Kosusuma Q10 — YOuxuHOH u
Nnebenon. IlpemapaTsl 001aal0T AHTHOKCUIAAHTHBIM M IIUTONPOTEKTUBHBIM JIEWCTBHEM, YTO
CIOCOOCTBYET 3aMeIJICHUIO HeWpoJiereHepaTUBHOTO mporiecca. Kpome Toro, opraHoM-MHUIIEHBIO 3THX
IIPETapaToB ABJSETCS MUOKap/, OHU CAEPKUBAIOT pa3BUTHE TMIEPTPOUUECKON KapAMOMUOMATHH.

Takum o6pazom, panHss auarHoctTuka A® HeoOXxoauMa Ui CBOEBPEMEHHOTO BBISBICHUS U
KOPPEKLIMA HKCTPAHEBPAIbHBIX MPOSABICHUN OO0JIE3HHM W HANpaBlI€HUS CEMbU Ha TE€HETHYECKoe
KOHCYJIbTUPOBAHHUE.
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KJINMHUYECKHUU CJOYYAU CTPYKTYPHOU ®OKAJBHOMN SITUJIEIICUU C
MHUOKJIOHUYECKUMU, BUJIATEPAJIBHO-CUHXPOHHBIMU,
TEMUKJIOHUYECKUMHU NPUCTYIIAMMU ITPU SHIED®AJIUTE PACMYCCEHA

I'nedoBckas O.I/I.l, Axanopa B.I'."2

'oIrF0yY BO «Canxm-Ilemepbypeckuii 2ocyoapcmeeHublil neOuampuieckutl MeOUyuHCKull
VHU8epcumem
Kaghedpa nesponozuu, Hetipoxupypauu u MeOUyuHCKoi 2eHemuK
CIIF I'BY3 JII'b Ceamoti Onveu

AkTtyajdbHocTh. CuHzapom PacmycceHa (XpOHWYECKHH MPOTPECCUPYIOMIMM  OYaroBBIN
sHIIEe(ATUT) MPENCTaBIsAET COO0OW peaKoe TshKenoe 3a00JieBaHHE TOJIOBHOTO MO3Tra, BO3HHKAIOIIEE
IPEUMYLIECTBEHHO B JIeTCKOM Bo3pacTte. OCHOBHBIE XapaKTEpPUCTHKH cuHApoMa PacmycceHa:
(papMaKOpe3UCTEHTHBIC SIWICNTHYCCKUE TPUCTYIbI B pamkax Epilepsia partialis continua,
nporpeccupytomas  1epedpajibHas reMuarpogusi, MPOrpecCUpYIOLIME OYaroBble JIBUraTeIbHbIC
HApyIICHUsT W PACCTPOMCTBO BBICHIMX TICUXMYECKUX (QYHKIMHA B COYETAHHH C HEYKIOHHO
IPOTPECCUPYIOIINUM TEUCHHEM.

Heapb nccnenoBanus. Knunuueckoe Hab0ieHUE MALMEHTKU ¢ CUHIpoMOoM Pacmyccena

Marepuanbsl U MeToAbl. PaccMOTpeHBl KIMHHYECKHE JaHHbIE MAIUEHTKU C CHHIPOMOM
Pacmyccena, wu3yudeHBl pe3yibTaThl JOMOJHHUTENBHBIX J1A0OPAaTOPHBIX M  HMHCTPYMEHTAIBHBIX
uccinenoanuii. [lanmentka A., 9 ner, nocrynwia B JII'b Caroit Onbru ¢ xano6amu Ha cnabocTh B
IPaBbIX KOHEYHOCTSIX, [IOIEPTUBaHKE yIjla pTa, MUOKJIOHHUU C aKIEHTOM B IIPaBOM pyKe, HapyLIEHHE
HOXOJIKH.

Anamue3 xu3Hu: Pebenok ot III Gepemennoctu (1-1 m 2-1 — wmemabopt). OcobeHHOCTH
TE4YEeHUs JaHHOW OepeMeHHOCTH: yrpo3a npepbiBaHus B 1-m Tpumectpe. Ponbl I Ha 41-it Henene,
CaMOCTOSITENIbHbIE, OTMeYallachk ciIabocTh pojoBoil aedrenbHocTH. Bec 3500 r, poct 51 cMm, Kpuk
cpazy, BelmucaHa Ha 3 cyTtku. Ilepuon HOBopokaeHHocTH 0e3 ocobeHHoctell. Habmronenue
HEBPOJIOTOM Ha MEpPBOM IOy KHM3HHU: IIaHOBO. Pocna u pas3BuBanachk mo Bo3pacty. Comaruueckue
3aboneBanusa: OPBU, nynounas rpsika. Kokmromr — B 5 ner. Bocnanurensusie 3a0oneBanus [THC,
TpaBMBbl, AJIJIEPrUUECKUE PEeaKUy OTPUIAIOTCS.

BriepBeie cya0pOXKHBIN IPUCTYI BO BPEMS CHA C TOHUKO-KIIOHUYECKUM KOMIIOHEHTOM B ITPaBBIX
KOHEYHOCTX (? — MoapoOHOT0 OmMMCaHUs MPUCTYyIA HET), pedeHoK rocnuranu3upoBan B J{I'b Ne 5.
Haznauen tpuiientan 300 mr 2 pas/aess (21 mr/kr/cyr), 6e3 nonoxutensHoro 3gdexra. 16.01.19 —
07.02.19 rocnuranuzauus B JI'b CB.Onbru ¢ nuarnozom: «OHuedanmut Pacmyccena. CTpykTypHas
¢dokanpHast  osnuiencus (¢ MHUOKJIOHMYECKMMM  NPHUCTYNaMHu, OwuiarepalbHO-CUHXPOHHBIMHU
remMukioHn4yeckumu). IIpaBocToponnmii remumapes. Pacxopsieecss kocoriazue. AHHU30METPOIHSL.
doHemaTnyeckoe HapyleHHe peun, qu3apTpus, poHemarndeckas nuciekcus. [IpoBeaeHa koppekuus
Tepanuu: OTMEHa TpHWIIENTana, BBeleHue aenakuHa xpoHochepsr 500 mr 2p/cyt (1000 mr/cyr =
35mr/kr/cyt), nesetmparnerama 500 wmr 2p/cyt (10000 mr/cyr = 30 wmr/kr/cyt). CHu3mMiIach
MHTEHCUBHOCTbH IPUCTYIOB, HEKOTOpOE ypexeHne. HazHaueHHyI0 rOpMOHAIBHYIO TEPAIUI0 OTMEHIIIN
CaMOCTOSITENIbHO uepe3 1 Mecsi B CBSI3U € pa3BUTHEM MOOOUYHBIX APQEKTOB: HM30BITOUHBIA BeC,
runepTpuxo3. B nanpHeiieM math MpoBesia CaMOCTOATEIbHYIO OTMEHY JIeBETHpaleTaMa B CBSI3U C
BBINA/IEHUEM BOJIOC.

VYyamieHne MHOKIOHHH B BEPXHHX KOHEYHOCTsX, TomoBbl. 13.10.19-25.10.19 moBTopHas
TOCHUTATIM3alMs, YBEIMUeHa J03MpoBKa JemnakuHa xpoHochepst 600 mr 2p/cyt (1200 mr/cyt = 36
MI/Kr/cyT). B oTheneHuu NpakTUYECKH TMOCTOSIHHbIE CEpUH MHUOKJIOHUN BEPXHUX KOHEUHOCTEH.
31.10.19 MuOKIOHMYECKHME W TOHMKO-KIIOHMYECKHE TMPUCTYNBl IO TEMUTHUIly, KyNHpPOBaHHbBIE
peNaHnyMOM.

MPT ronoBHOro Mmosra: IJIMO3HO-MIIEMUYECKUE HW3MEHEHHs B JIEBOM mnonymapuu. OO
(24.10.19): >MaKTUBHOCTH B JICBBIX IIEHTPAIBHO-BUCOYHBIX OTBEICHUSX.

Odopmnena wuHBamuaAHOCTH. 26.10.2019-15.11.2019. Mare oTka3anacb OT MPOBEICHUS
TOPMOHAJILHOW TeparuHu per os.
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B Ttepamnuio BBeneH mpemnapar jeBeTupaneraMm B Gopme Kenmpsl (o TpedoBanuio marepu) 500
Mmr 2p/cyT (1000 mr/cyt, 27 MI/Kr/CyT.), B CBS3U C BBIABJICHHBIMU paHee MOOOYHBIMU JICHCTBUSIMH U
HEe3(pPEeKTUBHOCTHIO TIPU HCIIOJIB30BAaHUM JIEBETHpAIlETaMa. 3a MEPUOJl MOCTETIIEHHOTO THTPOBAHMUS
nOoOOYHBIX W HEXEeJaTeNbHBIX SBJICHUM HE 3aperucTpupoBaHO. MHOKIOHMHM CO 3HAYUTEIHHBIM
YpEXKEHUEM, MPEAMETHl 3aXBaTbIBA€T M YJIEPKUBAET IPABOM PpPYKOH, YIy4YIIMJIUCh HaBbIKU
caMo00OCITyKUBaHHUS, TOXO/IKA C YIyUlIIECHUEM, aTaKCHs MEHEe BhIpaKeHa.

O0I': ®onosass I3 Hopma. DoTonmapoKCH3MAIBHBIA OTBET HE MOJYYEH. DMUICHTHPOPMHAsS
AKTUBHOCTbh B TEMEHHO-3aThUIOUYHBIX OTJI€JaX C JBYX CTOPOH.

MPT ronoBHoro mosra: IIpoBeneHa KOHCynbTalus IO NPEACTaBICHHbIM Juckam, MPT
rosoBHoro mo3ra ot 04.01.19, u 23.10.19: MP kaptuna cootBeTcTBYeT dHIehanuTy Pacmyccena.
OTtpunarenbHas ITWHAMHKA MEXAY HCCIEAOBAaHMSIMU. PEKOMEHJ0BAaHO MJIAHOBOE J000CIEI0BAHUE U
nedenne B PI'BY «/leTckuit HaydHO-KIMHUYECKHUHA IEHTP MHPEKIHOHHBIX Oose3Hein» ®MBA Poccun,
OTJIeNICHHE HEHPONH(EKIIMHA U OPTaHUYECKOM MMaTOIOTUN HEPBHOW CUCTEMEI.

KoncynstupoBana neiipoxupyprom: Ilo nanueim MPT ronoBHoro mosra: remuarpodus jgeBou
remucepbl OOJBIIOr0 MO3ra, KUCTa 3aJHET0 pora JIEBOro OOKOBOTO JKEITyAO4YKa, BOJSHKH HET. B
HACTOSIIINI MOMEHT B HEUPOXUPYPrUYECKOM BMEILIATENIbCTBE HE HYXKJ1aeTCA.
PexomenioBaHo 1000ce10BaHNE B TUIAHOBOM IOPSIJIKE.

CocrosHue pebeHKa CpefHel TSKECTH MO HEBPOJOTHYECKOW MAaTOJIOTHUH, TSHKECTh COCTOSHUS
00yCJIOBJICHa OpPraHWYECKONM HEBPOJOTUYECKONW cuMNTOMAaTHKON. CamMOuyBCTBUE HE CTpajacT.
bonpHas BcTynaer B KOHTAKT, BBINOJIHSAET HHCTPYKLUHU, OTBEYAET HA BOIIPOCHI.

Coznanue sicHoe. Ha ocmotp pearupyer anexBatHo. [loBenenue anexatHoe. @opmMa To0BbI
npasuibHas. Poct Bonoc menee ryctoil. ['nasusie menu D = S, 3pauku D = S, ¢oropeakuus mpsimas,
COIPYKECTBeHHas1. J|BIYKEHHS TJIa3HBIX S0JIOK B TIOJTHOM 00bEMe, KOCOTIIa3He: pacxXoIsIIeecs, 3a CUeT
npaBoro rinaza. KonBepreHius HapylileHa 3a c4eT MpaBoro riasa. Mumuka 6e3 rpy0oil acCHMMETPUU.
SA3pIk 0 cpemHel nwHWH, GUOpWUIAIMH HET. [JoTaHWe HE HapymieHo, (oHAIWs HE HapylIieHA.
PernexcoB opanbHOro asromaru3ma HeT. JuzapTpus. JIBurarenbHas cdepa: HTpaBOCTOPOHHUIMA
remunape3. KonTpaktypsl HeT. Mblieunslii ToHyc D > S, noBblleH clipaBa 1o NHUPaMUIHOMY THUITY.
MHOKJIOHUM BEPXHUX KOHEYHOCTEeH, KUCTH U MpeaIuleduii, rpydee crpaBa, MHOKIOHYC TOJIOBBI U
cierka tynoBuia. CXKP D > S, ymepennoii xuBoctu. [loxonka: remunapernyeckas. ATakcus Mmpu
xo1p0e BrpaBo. [laronornyeckue cromuple 3Haku: cuMNToM babuHckoro crpaBa. UyBCTBUTENBHOCTh
coxpaneHa. Hapymienne ocanku. MeHUHTeaabHble CUMIITOMBI OTPULIATENIbHBIE.

B oOcnenoBanuu: KIMHUYECKUH aHAJIM3 KPOBH: MOHOIMTO3. OOLMil aHanu3 Mouu, 6/X aHaIu3
KPOBH B Ipeziesiax HOPMBI.

O0I': necnenuduueckoe mudpdysnoe 3amemienue. Dokyc >munenTUGOPMHON aKTUBHOCTH B
BHUCOYHBIX OTJAeNax JieBol remucdepbl O0e3 pa3BuTus (EeHOMEeHa BTOPHUYHON OuiaTepanbHON
CUHXPOHH3ALHH.

Jloromen:  QoHermueckoe  HapylleHHWE pedd, Ju3apTpusd. JIekcHko-rpaMMaTH4ecKoe
Hezjopa3BuTue peur. PoHeTnyeckas TUCIEKCHUsL.

3akarouenue. [Iporno3 npu suinedanure Pacmyccena BapuabenbHbiil. [Ipu TsKenom TeueHun
6one3Hn (opMHUpPYETCs CTOMKUI MOTOPHBIA M WHTEJUIEKTYyallbHBI HEBpOJOrHuecKuil nepunur. B
psne ciydaeB MOKa3aHO XUPYPTUYECKOE JIEYEHHE C I€1bI0 YMEHbIIEHUSI YaCTOThl U MHTEHCUBHOCTH
IPUCTYIOB MU (hapMaKOPE3UCTEHTHOM SMUIICTICHH.
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PACCTPOMCTBO DKCTPAIIMPAMUIHOM CUCTEMbBI (IICUXOI'EHHOTI'O
I'EHE3A). KOHBEPCHOHHOE PACCTPOUCTBO JIMYHOCTH

I'reGoBekas O.MLY, Kpecno Anexanapa C.?

1CaHKm-Hemep6yp2c1<uﬁ 20Cy0apCmeenHblll neouampuiecKuli MeOUYUHCKUL YyHugepcumem
Kageopa negponozuu, Hetipoxupypeuu u meouyunckol eenemuxu, CIIE I'BY3 JII'F Cs. Onveu
2[(aqbedpa He8poNo2UU, HEUPOXUPYPIUU U MEOUYUHCKOU 2eHeMUKU
Canxm-Ilemepbypeckuil 20cyoapcmeeHtblil neOUampuieckull MeOUYUHCKUL yHusepcumem
Canxm-Ilemepoype, Poccus

AKTyaJIbHOCTB. KOHBEpPCHOHHOE pAacCTPOMCTBO NPOSBISAETCS B BUAEC HEBPOJIOTMYECKHX
CHUMIITOMOB, Pa3BHBAIOIIUXCS OECCO3HATEIHLHO U HEHAMEPEHHO U OOBIYHO 3aTPATrUBaOLINX MOTOPHYIO
U ceHCOpHyro (yHnkuuto. IIposiBieHHs He COOTBETCTBYIOT M3BECTHBIM NAaTO(PU3HOIOTHYECKUM
MEXaHM3MaM WM aHaTOMUYECKOMY paclpeneieHuo. Bo3HUKHOBEHUE, 00OCTpPEHHE WM pa3BUTHE
KOHBEPCHOHHBIX CUMIITOMOB OOBIYHO OOBSACHSETCSA NMCUXMUYECKUMH (PAKTOpaMH, TAKUMH KakK CTpecc.
JlnarHocTuka OCHOBBIBAa€TCS Ha aHAMHECTHMYECKHMX JaHHBIX I10CJIE€ HCKIIOYEHUS COMaTHYECKOM
stronoruu. JledeHne HaumHaercs ¢ (POPMUPOBAHUS JOBEPUTENIBHBIX B3aWMOOTHOLICHUH MEXIY
BpPayuOM M MAUEHTOM; MOXKET OBITh A (EKTHBHA KaK IICUXOTEPAIHS, TAK U TUITHO3.

Marepuanabl u MeToabl. Ha 6a3e JII'b c¢B. Onbru npoxoaui o0ciieIoBaHNE U JICUCHUE MaTbYUK
b., 17 ner. C xanobamMu Ha JUCTOHUYECKYIO YCTAaHOBKY TOJIOBBI BIPaBO (MEHbLIE B JMHAMMKE),
HapyLICHUs. peuyd C TOHMYECKUM 3auKaHHWEM, HEYyCTOMYMBOCTh MPU BEPTHUKAIMU3ALUHU (LIATKOCTb
BIIPaBO).

AHAMHE3 JKU3HM. Pebernok ot 1 OepemenHoctu. OCOOEHHOCTH TEUYEHUS JaHHOU
OepeMEHHOCTU: OCJIO)KHEHHOE TEeueHue, yrposa BbIKWJblIA, aHeMusa. Poabsl [ cpounsle,
¢usmonornueckne. Bec 3834 1, omenka mo Amrap 7/76. Ilepuon HOBOPOXIEHHOCTH: 0e3
ocobenHocTeil. HabmoieHne HEBpoJIOroM Ha MEPBOM TOAY KU3HM: IUIAHOBO, POC M Pa3BUBAJICS IO
Bo3pacTy. Bocnanurtenshbpie 3aboneBanust I[HC: orpunaer. TpaBmbl: TpaBMa NpaBOro 3arsiCThs.
Jlerckne uHQeEKIMU: BeTpsHas ocha. AJUIEPTUYECKHWE peaklIMM Ha JIEKapCTBEHHBIE IpernapaTsl
OTPHULAET, HA MUILEBHIE IPONYKTHI OTpULIAaeT. HacaencTBEHHOCTh HE OTArOILEHA.

B Teuenue nocnenHux 2-3 €T 0OTMEYAaET YMEPEHHO BBIPAKEHHOE yCYTyOJIeHHEe CUMIITOMATHUKH,
0COOEHHO 3aMETHOE BO BpeMs 3aHATUI CIIOPTOM — YCHIJIEHHE JUHAMUYECKON aTtakcuu. B mocnennue
2-3 Mecsla HE MOXET COBEpIIaTh CIOXKHYIO padoTy CHHXPOHHO JBYMsI pyKaMu — paboTaTh
MOJIOTKOM (MHUMOINIPOMAaxHBaHUE), MpH (U3NUECKOW Harpy3ke yxXyJIllaeTcs KOOpAMHAIUSA B
KOHEYHOCTX. JlucTOHMYecKass ycTaHOBKa IOJIOBBI BIPAaBO MOSIBWIACH B TOCJeNHUE 2 Heaenu (Tak
Jerye KOHTPOJIMPOBATh JBMKEHUs KoHeuHocTel). K Bpauy He oOpamaics. TpaBmbl, HHpEKIIUH, YKYC
KJema, ynorpednenue meaukameHToB (momumo HITBC ogHOKpaTHO) M HAPKOTUKOB OTPHUIIAET.

O6mwextuBHO: CoctosiHue cpenHeit Tsoxkectu. CozHanue sscHoe. Ha ocMoTp pearupyet ageKkBaTHO.
[TaTonormyeckass ycTaHOBKAa TOJIOBBI BIpaBo (JIydlle BBIBOAWUTCA JIO CpeIHEH JIMHUU C
KpPaTKOBPEMEHHBIM yJepKaHueM 3Toi mo3bl). [masuele menu D=S, 3pauku D=S, ¢oropeakuns
npsiMasi, COApyKecTBeHHas. J[BW)KeHHus Tria3HbIX sIOJOK: B TIOJHOM OOBEMe, CKauKoOOpa3HbIe
(cakkanel). Hucrarma Her. KonBeprenuus ocnabneHa. MuUMuka B IOKO€ CUMMETPUYHA, TIPU MOIBITKE
TOBOPUTh — TUIEPKUHE3bI OPAbHOM MYCKYJIaTyphl ¢ OTBEJEHHUEM YIJIa pTa copasa. S3bIK — IO
CpeaHel JTMHMH, BBIIBUTAET BIlepe ] HemouHOCThIo (Ha 1/3). ['moranue, ¢ponamus He HapylieHbl. Peys:
BbIp@XEHHOE TOHHYECKOE 3auKaHue, nu3apTpusd. KoHTpakTyp HeT. MplieyHblii TOHYC IMOBBIIIEH B
KOHeyHOCTsX (1o sxctpanupamugHomy Ttumy). CXOKP D<S, Bricokue, ¢ pacmupenue PI'3 B Horax.
[Toxonka: arakcusi BHepen W BIpaBo. MplllleyHas cujia B KOHEUHOCTSX cieBa 40, cmpaBa 4-56.
[TaTonornyeckue cTonmHble 3HAKU: HET. [ UMepKUHE3bI: OpOhapUHTeaTbHBIX MBI, KOHEYHOCTEH MpU
nBrkeHnu. [Iarouno-konenHas npoba: ¢ qucmerpueit cupasa. [lanabiieHocoBas npoba — AUCMETpHs
cnpasa. [To3a PomOepra: matkocts Brpaso. IlanerieHocoBast mpo0a: BBIIOIHIET C HIEPOXOBATOCTIMHU
crpaBa. UyBCTBUTEIBHOCTh COXpaHeHa. Jlepmorpadusm: kpacHbI, He cToWkuil. ['mmeprumpos: na.
MeHuHreanpHbple CUMITOMBI OTPULIATEIbHBIE.
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B obcnenoBanun: Knunndeckuii aHamu3 KpoBU: 0€3 BOCIATUTENIbHBIX SBJICHUN. AHAIN3 MOYH:
0e3 maToJIO0THH.

buoxumuueckuit ananuz: 6e3 natonoruu. 931" Hopma.

MPT ronoBHoro mo3sra: MP-npu3zHaku aCHMMETPUYHON BEHTPUKYJIOMETATUH.

MPT meiiHOro otaena M03BOHOYHMKA: MP-kapTuHa JereHepaTUBHO-AUCTPOPUUECKUX
W3MEHEHUN IIEMHOro OT/AENla IO3BOHOYHMKA C HAPYIIEHHEM CTATHUKUA B BHJE BBIIPAMIECHHOTO
J0pa03a.

MPT cocynoB rosoBHOro Mo3ra: KapTHHA THUIIOIUIA3WM JIEBOM IIO3BOHOYHOM apTepuu ¢
MPU3HAKAMU CHUKEHUS TOKA KPOBHU.

MPT aprepuii u BeH ToJOBbl: MP-kapThHaA THIOIUIA3UM JIEBOM IMO3BOHOYHOM apTepuu, C
MPU3HAKAMU CHUKEHUS TOKA KPOBU. ACUMMETPHS JUaMeTpa MOMEePEYHbIX U CUTMOBHUIHBIX CUHYCOB.

KiinHMuYeckuil ICUXOJor: IMCUXOAMArHOCTUYECKUEe MeTroAauku — onpocHuk [IJIO u mikana
COLMANBLHOTO 000peHus Mapioy.

[IpoBeneH KOHCWIMYM C Y4YacTHEM TJIABHOIO JETCKOoro HeBposora Poccum, 3aB. 6-M
HEBPOJIOTUYECKUM OT/CJICHUEM, TJIABHBIM BHEITaTHBIM HeBposiorom Cankrt-IlerepOypra, 3aB. 2-m
HEBPOJIOTUYECKUM OT/AEJICHHEM, IOLIEHTOM Kadeapbl HEOHATOJIOTMH C KypcaMu HEBPOJOTHH U
aKyIIepCTBa-TUHEKOJIOTHH, BpayaMH OTIEJeHUs. B HACTOSIIMIT MOMEHT COCTOSTHHME PacI€HEHO Kak
ncuxorennoe. Jluaruos: PaccTpoiicTBO 3KCTpamupamMHIHOM cHCTEMBbI (IICUXOT€HHOTO TeHEe3a).
ConyrcrBytonuii: KoHBepcuoHHOE paccTpOMCTBO JIUYHOCTH.

KT Bucounsix kocreit: CKT-kapTuHa 0e3 mpu3HAKOB MATOJOTUYECKMX U3MEHEHUN BHCOYHBIX
KOCTEH.

3akiroueHue. Y TMAalUMEHTOB C KOHBEPCUOHHBIMM pPAacCTPOMCTBAMU NPAKTUYECKH BCErIa
OTMEYAETCS] 3HAYUTEIBHOE CHIDKCHHE KayecTBa >KM3HH, OCOOCHHO €CJIM CHUMIITOMAaTHKa HOCHT
3aTSDKHOM  XapakTep. ODKOHOMHUYECKHE 3aTpaThl B CBS3M C HETPYJOCIOCOOHOCTHIO, BBI3BAaHHOU
XPOHUYECKUMH UCTEPUUECCKUMHU PACCTPONCTBAMU, HAMHOTO OOJIBIIIE, YEM 3TO MOXKHO MPEACTABUTS.

BaxxHo, 4TOOBI O3HAKOMIIEHHE C 3TOM Trpymmoi 3aboeBaHuii HAYMHAIIOCH €IIe B MEIUIIMHCKUX
BYy3ax.

[ToaroroBka cnenuaiuCcTOB AOJKHA OCYIIECTBISATHCS Ul PA3IUYHBIX CIIEHHUATMCTOB, JAXE HE
MpUHAJICKANUX K TICUXMATPUUYECKOW clyx0e, a Takxke Kak Jid MEAUIMHCKUX, TaK W s
HEMEIUIIMHCKUX PaOOTHUKOB.
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