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Pesiome

BeepeHue. BpoxaeHHbin runepuHcynmHmsm (BIM) — peakas rpynna reHetnyeckux 3aboneBaHui, Xxapaktepusyrowmxcs abeppaHT-
HOW rMnepcekpeLment MHCYIMHA C pa3BUTMEM NEPCUCTUPYIOLWEN TMMNOMMKEMMM Y AeTEN paHHEro Bo3pacTa, kotopas obycioenunBa-
€T pUCK HOPMUPOBAHUS TXKENBIX HEBPONOTMYECKUX UCXOA0B.

Lenb. OueHWTb NCUXOMOTOPHOE pa3BUTUE M HEKOTOPbIE HEMPODU3MONOrMYecKMe NapameTpbl AeTew, NposeYeHHbIX No nosogy BI.
Matepuanbl u Metoabl. B 06cepBaLMOHHOE peTPOCNEKTUBHOE UCCEeA0BaHME Oblnn BKIOYEHbI 73 pebeHKa C BPOXKAEHHbIM rune-
PUHCYIMHU3MOM, KOTOPble Mofyvanu CtaumoHapHoe nevernme B HMULL nmenn B.A. AamMazoBa € MCNONb30BaHMEM COBPEMEHHOIO
MPOTOKOMa OKa3aHMs MOMOLLM Npu AaHHOM natonormm B nepmog ¢ 2017 no 2021 rr. beina npoBeaeHa oLeHKa COCTOSHMS MCUXOMO-
TOPHOTO pa3BuTKs BONBHLIX C UCNOMb30BaHNEM MeToauKKM «Ages and Stages» 1 aHanu3 HeMpobU3MoNorMiyecKnx napaMeTpoB Npu
npoBefeHUM 3NeKTPO3HLEedanorpaduyeckoro UCCnesoBaHus.

Pesynbtatbl u 06cykaeHue. MNokasatenn NCMXOMOTOPHOIO pa3BUTUS B LiesioM y 69% o6cnenoBaHHbIX AeTen vyepes 6 n bonee Mecs-
LLleB NoC/1e NPOBEAEHHOrO fleYeHUs COOTBETCTBOBANM BO3PACTy. bbina BbiSBNEHA CTAaTUCTUYECKM 3HAUMMAs AaCCOLMALMS [OCTUKEHUS
HOpMasbHbIX MoKa3aTenen NCMXOMOTOPHOIO Pa3BUTUS C GOKanbHOM GopMolt 3aboneBaHus. NokazaTteny KOMMYHUKATUBHbIX HaBbl-
KOB, MENKOM 1 rpyboi MOTOPUKM, @ TaKKe HaBblKa peLleHMs 3aha4 y AeTei ¢ GokanbHOM hOpMON MMNePUHCYIMHU3MA OKa3annchb
CTAaTUCTUYECKM 3HAYMMO NydLle, YeM npu anddy3Hon opme 3aboneBanus. Bospact MaHudecTaumm n Bepudukaumm, MUHUMab-
HbI YPOBEHb MUKEMWUM U MAKCUMANbHbIM YPOBEHb YINIEBOLHOM HArpy3Kku LOCTOBEPHO HE MOBAWANM HA GOPMUPOBAHUE KaK OTLENb-
HbIX HAaBbIKOB (33 MCK/IOYEHWEM rpyboli MOTOPUKM), TaK M MCUXOMOTOPHOrO pasBWUTMS B LENOM. [lyTeM MOCTPOEeHUS KPWBbIX
KannaHa-Meiepa 6b110 yCTaHOBAEHO, YTO anbda-put™M HOPMUPYETCS AOCTOBEPHO paHblue Y NaumeHToB C GhoKanbHOM GopMo
W Npu BepudmrKauum amMarHosa B bonee paHHeM BO3pacTe, a UMEHHO B NepUoLLe HOBOPOXAEHHOCTY.

3akntoyeHne. Hanbonbwmm MOAUDUUMPYHOLWMM BIMSHUEM Ha MONOXWTENbHbIA MCXOL MOKa3aTenen NCUMXOMOTOPHOMO Pa3BUTUS
obnapaeT GokanbHas dopMa 3abonesaHus. AoekBaTHble BO3PACTy NOKasaTenu rpybov MOTOprKM (UKCUMPOBANMCH Yalle B rpynne
[leTel, UMEBLUMX HWU3KYK CKOPOCTb YTWIM3aLMKM [NOKO3bl. bbina ycTaHoBMEHa accoumaums paHHero nosBieHus anbda-putMa
¢ dhokanbHol hopmoit BI, a Takke ¢ paHHel Bepudukaume 3abonesaHus.

KnioueBble cnoBa: BpOXAEHHbIN TMNIEPUHCYIMHU3M, NCUXOMOTOPHOE Pa3BUTHE, TUMONUKEMUS, SNEKTPO3HLedanorpadus,
anbda-puT™M
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Abstract

Introduction. Congenital hyperinsulinism is a rare group of genetic disorders resulting in persistent hypoglycemia which can lead
to delay of neurodevelopment.

Aim. To assess psychomotor development and certain neurophysiological parameters of children treated for congenital hyperin-
sulinism.
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Materials and methods. This prospective and retrospective cohort study included 73 infants with congenital hyperinsulinism
admitted to the National Almazov Research Centre from 2017 to 2021. All subjects underwent standard clinical examination
including physical and neurological assessment as well as 18F-DOPA PET/CT, genetic testing, electroencephalography.
Developmental screening was performed using ‘Ages and Stages” questionnaire in 33 subjects. Possible risk factors for neurode-
velopmental sequelae due to hypoglycemia were analyzed.

Results and discussion. Normal neurodevelopment in general was observed in 23 subjects (69%), 10 patients had developmental
delay. Focal form of CHI had the greatest modifying effect on positive neurodevelopmental outcome in general. Individual skills
such as communication, fine and gross motor, problem solving in children with a focal form of CHI were significantly better than
those with a nonfocal forms. Age of manifestation and verification of the disease, the minimum level of glycemia and the maxi-
mum level of glucose utilization did not significantly affect the formation of either individual skills (with the exception of gross
motor skills) or psychomotor development in general. The indicators of gross motor skills in children with a lower level of glucose
utilization turned out to be significantly better. Kaplan-Meier survival analysis showed that the alpha rhythm appearance was
significantly earlier in patients with a focal form of CHI and with earlier verification of the diagnosis (<28 days of life).
Conclusion. The focal form of the disease has the greatest modifying effect on the positive outcome of the psychomotor devel-
opment. The age-appropriate gross motor skills were observed more often in the group of children with low glucose disposal
rates. The association of the early occurrence of the alpha rhythm with the focal form of congenital hyperinsulinism, as well as
with the early verification of the disease, was found.
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BBELEHME

BpoxaeHHbIt runepuHcynmHiusm (BIMM) - BpoxaeHHoe
3aboneBaHue, B OCHOBE KOTOPOrO NEXMUT Heperyanpyemas
aBTOHOMHAs rMNepnpoayKLUMs MHCYNMHA, KOTOpas NpUBOAMT
K TSXKEbIM TMNOMIMKEMUSIM U OPraHnyeckoMy HeobpaTumo-
MYy MOBPEXAEHMIO TONI0OBHOIO Mo3ra. [Mnornnkemus npu B,
obycnoeneHa HeanekBaTHOM  ceKpeuuer  MHCYIUHa
6eTa-kneTkaMu NOMKeNnya0YHOM Xenesbl, Yalle BCEro reHe-
TUYECKM OEeTEPMUHMPOBAHHOW WM MPMBOOALLEN K BbICOKOM
CKOPOCTW YTU/IM3ALUMKM [IOKO3bl B NEpUGEPUYECKMX TKAHSX,
CTUMYASLMKU TIMKOTEHOreHe3a, MOAABNEHUI0 TIMKOTeHoI13a
M NIOKOHeoreHesa. TsKecTb MOCNEACTBMIA TMNOMIMKEMUM
npu BI'W, ycyrybnsetcs MHIMOMPOBAHMEM NUMONU3A U KETO-
reHesa B YC/JI0BMAX BbICOKOW KOHLEHTPALUMKW WMHCYIMHA,
nMWas, TakuM 06pa3oM, LEHTPANbHYD HEPBHYKD CUCTEMY
(LUHC) anbTepHATMBHBIX WMCTOYHWMKOB 3SHEPTUM, YTO MOXKET
NPpUBECTU K HEOBPaTUMbIM MHBANMAN3UPYIOLLMM HEBPONOTU-
yeckmuM nocneactemam [1, 2]. Mpu HecBoeBpeMeHHOM Okasa-
HWM NOMOLIM LEeTU C AaHHbIM 3aboneBaHneM MoryT nornb-
HYTb B PaHHEM BO3pacTe WKW UMETb Tskenoe HeobpaTnmoe
MOBpeXAeHWe rofI0BHOMO MO3ra C YyTPaToi MHTeANeKTa, YTo
COMNacHO AAHHbIM MEAMLIMHCKOM NnTepaTypbl 4O HeAaBHero
BPEMEHU WMMeNo MecTo y BOnbLWMHCTBA [eTei C AaHHbIM
3abonesanuem [3-9]. B omimume OT ONyxoneBoro runepuH-
CyAMHM3Ma (MHCYNUMHOMSI), npu BIM ouar cekpeuun nHcynm-
Ha HEeBO3MOXHO BM3yanM3MpoBaTb OObIYHBIMWM METOAAMM.
EanHCcTBEHHBIM CNOCOBOM LMArHOCTMKM 3TOro 3aboneBaHus
aBngeTcs pagunomnsotonHas texHonorms M3T-KT ¢ pagnodap-
MalleBTMYeckuM npenapatoM [“¥F]dTop-L-amruopokcndenu-
nananuH (*F-LOdA), KoTopbIi NO XapakTepy pacnpegene-
HMS  pafuodapMaleBTMYeCKOro npenapaTa Mo3BOASeT
BbIMONHATL AnddepeHUnanbHy0 AUMArHOCTUKY 04aroBOM
n onddy3Hor dopm BIN,, a Takke onpeLenunTb N10KaNM3aLmm

afeHOMaTO3HOro oyara npu @okanbHoi Gopme. Ang sbdek-
TMBHOIO XMPYPruyeckoro neyeHus HeobXxoLMMO WUMETb
MHPOPMALMIO O FPaHMLLAX MEXIY MOPAXEHHOM WU 300POBOM
TKaHbtO, B CBSI3M C YEM B COOTBETCTBUM C MEXAYHAPOLHbIM
NpOTOKONIOM HeobXoAMMO MNpoBeAeHWe MHOTOKPaTHOM
WMHTPaonepaLMoHHOM BoncuMn Ao nonyyeHns nHhopMaumm
0 HEMOBPEXAEHHOW TKaHMU.

Hauano XXI| B. 03HaMeHOBanocb pa3paboTkoi 1 BHempe-
HWEM B KJIMHMYECKYI0 NMPAKTUKY COBPEMEHHOrO MpOTOKONa
BeaeHMs naumeHTos ¢ BIMN, BkAOYaOLWLErO BbILLEONUCAHHbIE
[OMarHoCTMYyeckMe W TepaneBTMYeCcKMe 3Tanbl. BHepapeHue
[AHHOrO NPOTOKOMa B MPOLECCHl OKAa3aHMs NMOMOLWM OeTaM
c BI'M B pspe cTpaH MUpa MO3BOSIMAO 3HAYMTENBHO MOBbI-
CUTb KAQYeCcTBO AMArHOCTUKM, NepCoOHMdOULMPOBATL Tepanuio
W, TakMM 06pa3oMm, 3HaYMMO NOBAMSTbL Ha MCXOAbl 3aboneBa-
HMS B [ONTOCPOYHOM NEepCrnekTMBe, YTO B OCOBEHHOCTU
3aTPOHYNO NaLMEHTOB C MOKaNbHOM GopMoii 3aboneBaHus,
0N KOTOpbIX CTafo BO3MOXHbIM MOSIHOE BbI3A0pOB/eE-
Hue [10, 11].

KonoccanbHble ycnexu, 4OCTUTHYTbIE B OTHOLWEHUU AMa-
FHOCTMYECKMX W TepaneBTUYECKMX BO3MOXHOCTEN BeAEeHUS
nauneHtoB ¢ BIW, npuBenn Kk 3HAYMMOMY COKpALLEHMIO
HebnaronpuUaTHLIX HEBPOIOrMYECKMX MCXOL0B 3aboneBaHus,
TEM He MeHee Mo pe3ynbTataM NybanKaumii nocnefHUX ner,
MOCBSALLEHHbIX M3YYEHMID MCUXOMOTOPHOrO Pa3BUTUS NaLu-
eHToB ¢ BI'M, npobnemMa HeMPOKOrHUTMBHOIO CTaTyca [aH-
HOM KaTeropuu NaLMeHTOB NO-MPexXHeMYy OCTAeTCs akTyasb-
Hot [10, 11]. Mouck Hanbonee 3HaUMMbIX HaKTOPOB, aCCOLLMU-
MPOBAHHbIX Kak C caMnM 3aboneBaHmeM (Mopdonornyeckas
dopma - dokanbHas, anddysHas nmbo aTMnuuHag), Tak
M C (akTopamu, MMeLWMMKN OTHOLIEHME K OpraHM3aumu
0Ka3aHMs MESMUMHCKOM MOMOLWM (BO3pacT MaHudecTauuu,
BepuduKaumu 3abonesaHms, BO3PaCT CTapTa Tepanuu, coye-
TaHWe C Ap. KOMOPOMAHOCTAMM, MMHUMASbHbIE 3HAYEHMS
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TMUKEMWUU U T. [.), @ TAKXKE U3y4eHne ocobeHHOCTen pearmpo-
BaHua LIHC Ha 3nu304bl rMNOrIMKEMUM SBNSKOTCS O4YEHb
BaXXHbIMW U B MepcnekTMBe CnocobHbl onpeaenuTb NpoTek-
TUBHble (AKTOPbl B OTHOWEHWWM Hambonee 6naronpusTHOro
ncxoga 3aboneBaHMs C TOYKM 3pPEHUS HEBPOIOrMYEeCKMX
NoCNeacTBUi.

OkazaHue noMowm npm BI'M aBngeTcss MHOrOKOMMOHEHT-
HbIM MPOLLECCOM M 3aBUCUT OT MHOXeCTBa (akTopoB: Meaun-
LMHCKMX, OPraHM3aLMOHHbIX, MEAMKO-COLManbHbIX. [0 faH-
HbIM MYNBTUHALMOHANbHOIO MccnegoBanus (danus, Poccus,
YkpauHa), nposefeHHoro B 2017 r., BbISBNEHO, YTO MNALMEHTDI,
nonyymMBLIME MEMUMHCKYO MOMOLWb 33 npefenamu cTpaH
CKaHAWMHaBWM, LEMOHCTPMPOBANM 3HAUYMMO XyALLMEe NoKa3a-
TeNM NCUXOMOTOPHOro pas3BuTuA. bonee MonoBWHbI BKIO-
YeHHbIX B MCCnefoBaHue aeter U3 Poccum umenu Tsxenble
HeBponoruyeckue nocnenctsms BN, uto 6eino obycnosneHo
bonee pAuWTenbHbIM MyTeM OO 3KCMEpTHOro ueHtpa [12].
B uccnenoBaHwuu, nNpoBeAeHHOM  TPYMMNOW  yYeHbIX
n3 lepMaHuu, BbIAM MONYYEHBbI CXOXME [AHHblE: OAHWM
M3 (GakTopoB pucka GOpMMpPOBaHUS HebBNAronpusaTHbIX
HEeBPONOrMYeCcKUX UCXodoB Yy aeTen ¢ BIU asnanca dakT
POXAEHUS 3a TPaHULEN, YTO TaKxe onpeaensno bonee onu-
TeNbHbIA NyTb A0 3KCMEPTHOrO LeHTpa [13].

C 2017 r. BCce 3Tanbl COBPEMEHHOIO MEXAYHAPOAHOrO
npoToKO/a 0Ka3aHMs noMolm npu B Gbinn opraHM3oBaHbl
M Havanu BbiNonHATbCS B Poccuiickoit Mepepaumnn Ha Hase
[BYX HALMOHA/bHbIX LEHTPOB: HaunoHanbHOro MeguumH-
CKOFO MCCNenoBaTeNnbckoro ueHTpa mMmenn B.A. AnmasoBsa
(HMWLL, umenn B.A. AnmMazoBa) 1 HaumoHanbHOro MeauumH-
CKOr0 WMCCNefoBaTeNbCKOro  LEeHTpa 3HAOKPUHOMOrMM
(HMWU, sHpokpuHonoruwm). OpraHn3aumns 4eTkon MapLupyTm-
3aumn  naumenToB c BIWM camoro paHHero Bo3pacTta
B ne4yebHO-AMarHocTUYeckne NoLpasaeneHns 3KCNepTHoro
YPOBHS, NPEEMCTBEHHOCTb [AMArHOCTUYECKMX M NeyebHbIX
3TanoB, MOCTOSHHOE COMPOBOXEHWE OMbITHBIM B AAHHOW
06naCcTM MeauLUMHCKMM NepCoOHaNoM CyLLeCTBEHHO COKpa-
T™MAKU BpeMS NpebblBaHUS B COCTOSHUM TMMOMMKEMUM, YCKO-
pUAN MNPUHATME TAaKTUYECKMX pelleHuni B Bbibope MeToaa
Tepanuu, 4To 3HAYUTENbHO YBEIMYMNO KONMMYeCcTBO 6naro-
NPUSATHBIX UCXOLO0B C TOYKM 3PEHUS AOCTUXEHUS MeTabonu-
yeckoro koHTponsi. OgHako OCTaeTcs OTKPbITbIM BONPOC
0 B/AMSIHUU AHHbIX U3MEHEHWIA HA HEBPONOTMYECKME UCXO-
[bl: Ha ynyyweHWe MpOorHo3a MCMXOMOTOPHOrO PasBUTUS
(MMP) n popMnpoBaHue HeEMPOPU3MONOTMYECKOM AKTUBHO-
CTM MO3ra B COOTBETCTBMM C BO3PACTHbIMU (dU3MoNoruye-
CKMMM HOpMaTuBaMu. 3TU hakTopbl Nern B OCHOBY NpoBe-
[LEHHOro UCCNefoBaHus.

Uenbto HacToswero wccnefoBaHus SBASETCS OLEHKa
MMP 1 HekoTOpbIX HEMPOdU3MONOrMYECKMX MNapPaMeTPOB
POCCUIACKOW KOropTbl AeTewn, NponeyeHHbIx no nosofy BN
B TeYeHue nocaenHnx 4 net ¢ UCNonb30BAHMEM COBpPEMEH-
HOro npoToKosia. B COOTBETCTBUM C MOCTABNEHHOM LLENbO
6blna NpoBefeHa oueHka nokasatenen NMP geteit B ucxone
NeyeHus, oueHeHbl Helpodu3nonoryeckme XxapakTepucTum-
KM FONOBHOrO MO3ra naumeHnTos ¢ BIM nytem yrnybneHHoro
aHanu3a anekTposHuedanorpamMmbl (331), BbINOAHEH MOWCK
NpeauKTOpoB 6MaronpusTHbIX MCXOLOB (MYHKLMOHAMbHbIX
xapakTtepuctmk LIHC.
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MNAUMEHTbBI U METOAbI

B ob6cepBauLMOHHOE pETPOCMEKTMBHOE MPOCMEKTUBHOE
uccnefoBaHue 6blo BKIYEHO 73 MauMeHTa M3 pasHbiX
pernoHoB Poccum mn ctpaH 6aukHero 3apybexbs C Bepudm-
LMpOBaHHbIM AuarHo3om BIM, nonyumBwmMX cTaumoHapHoe
neyenme B HMUL wnmenn B.A. AnmMa3oBa B COOTBETCTBUM
C coBpeMeHHbIM NpoTokonoM B nepuog, ¢ 2017 no 2021 rr.[14].
[etn nocnenoBaTesbHO MApLUPYTU3MPOBANIMCL MO COOTBET-
CTBYWOWMM nogpasfeneHnam  knuHukn HMULL  umenn
B.A. AnmazoBa. KpuTepum BKIOYEHMS B UCCNELOBAHME: HANK-
yme NOLTBEPXKAEHHOIO AMarHo3a B, obcnenoBaHme u neye-
HWe Mo COBPEMEHHOMY MEXAYyHapO4HOMY MPOTOKONY, COrna-
CMe nauMeHTa M 3aKOHHOro NpeacTaBuTeNs Ha y4vactue
B uccneposaHun. O6cnegoBaHMe NpoOBOAMIOCH HA ABYX CTa-
LIMOHAPHbIX BU3UTAX: NEPBbIM BU3UT BK/IKOYA/ NEPBYIO MOCMU-
Tanusaumio B LLeHTp aKCnepTHOro ypoBHS, rae NpoBoAWaach
nuarHoctuka BI'M c nposenenmnem MIT-KT ¢ BF-OOMA, reHe-
TMyeckoe obcnegoBaHme metogoM NGS ¢ Mcnonb3oBaHUEM
TapreTHo no BI'M naHenu reHoB C nocnenyowmM CEKBEHU-
poBaHueM no CeHrepy B Cly4ae BbISBNEHWS BapWaHTa, pac-
LEeHeHHOro Kak BeposiTHO natoreHHoro (Ha 6aze HMUL,
nmerun B.A.Anmazosa n HMUL, sHookpuHonorun). Mo pesynb-
TaTaM 06cnefoBaHMs onpenensnach TaKTMKa BEAEHWUS NaLM-
eHTa. [pu dokanbHOM Qopme 3aboneBaHMs NMPOBOAMIOCH
Xupypruyeckoe nedenue. MNpu anddysHorn Gopme nposoam-
Nnacb MeAMKaMeHTO3Has Tepanus (OKTpeoTua, AMAa3oKCup,
OKAroH), Npu GapMakope3nCTEHTHbIX (opMax naumeHT
TaKXe HaMpaBAsAICA Ha onepaTMBHOE feyeHune. Bropon BusmuT
NpOBOAMNCA MPWM TOCNUTANM3aLMK Yepe3s 6 Mec. u Honee
nocne NpoBeAEeHHOrO NeYeHMs, Fae OCYLLECTBASNACh OLEHKA
0OLLEKNMHUYECKOTO M MeTabonnyeckoro cratyca naumeHTa,
NCUXOMOTOPHOIO Pa3BUTUS U HEMpOobU3MONOrMyecknx napa-
MeTpoB nyTeM nposegeHus I3

XapakTtepuctuka BblIbopku naumeHToB C BIW, BkntoueH-
HbIX B MCCIef0BaAHME:

pacnpeneneHune no nony: AeBovkn — 59%, manbunkm — 41%;

pacnpegeneHve no @opme 3aboneBaHus: dokanbHas
dopma - 35%, anddy3Has popma — 49%, atunmuHas dopma
(npu 3Ha4YeHMM naHkpeaTnyeckoro nHaekca 1,3-1,5 v rucro-
NIOTMYECKOM noareepxaeHumn) — 16%.

MenonaHa Bo3pacTa AeTen, BKIOUYEHHbIX B MCCIef0BaHMeE,
coctauna 10 [1-58] mec. MonekynspHo-reHeTU4yeckoe
nccnepoBaHue 6bi10 NpoBeaeHo 55 naumeHTtam us 73 (75%).
aToreHHble BapWaHTbl B reHax KanueBblX KaHaNoB Oblau
obHapyxeHbl y 50 nauneHtoB (91%), U3 HUX 44 naumeHTa
MMeNn NaToreHHbl BapuaHT B reHe ABCC8 n 6 naumeHToB
B reHe KCNJ/11. BapwaHTbl B reHe GLUDI 6binn 06HapyxXeHbl
y 1 naumeHTa, B reHe HNF1A -y 2 nauneHToB U B reHe GCK -
y 2 naumeHToB. Bce maumeHTbl ¢ hokanbHoW hopmon nony-
YUK XMPYPIrUYecKoe NleYeHue, B UCXOLE KOTOPOro y BCeX
netei (100%) wmeno ™ecto BbigopoBieHue oT BIWU.
MNaumneHTsbl C He@okanbHOM dopmoit BIU (auddy3Hon n atu-
MUYHOM) NPU HANUUYUM YYBCTBUTENIBHOCTM K MHCYIMHOCTATU-
YyeckMM rpenapaTtaMm Moayyanu KOHCEPBATMBHYIKD Tepanwio.
B cnyvae dapmakopesncTeHTHOM HedoKanbHOM (OopMbl
nauueHTbl MonyyYanu onepaTMBHoe neyeHue, obbeM onepa-
UMM onpenensancs no pesynbraTaM MHTpaonepaLmoHHOM



6uoncun. KoHcepBaTMBHOE neyeHMe MNPOBOAMNOCH
y 60% naumeHToB C AanddysHoi dopmoit 3aboneBaHus
My 36% naumMeHToB C atunuyHoi @opmoi. OnepatneHoe
neyexnve nonyunnu 40% naumeHToB ¢ anuddy3Hon Gopmon
n 64% naumeHTa C aTUNUYHOM HGOPMOIA.

OueHKa MCXoA0B MPOBOAMNACH HA 2-M BU3UTE MO pe3y/b-
TaTaM OOLWEKIMHUYECKOro 0bcnenoBaHusa C 00s3aTeNbHOM
QHTPOMOMeTpHEN, OLLEHKOM COMATUYECKOro CTaTyca, a Takxe
C OLLeHKOM COCTOSHMS YrneBoaHOro obMeHa Ha GoHe NpoBo-
LMMOro neyeHus. YrneBoaHbli 0OMEH OUEHWMBANCs MNyTem
MHOFOKPATHOr0 MOHWTOPUHIA MMKEMUM BO BPEMS TOCNUTA-
An3aummn. YpoBeHb [I0K03bl NAa3Mbl OLEHWBANM THOKO300K-
CMAA3HbIM METOAO0M Npu NoMolmM Habopa peareHtoB GLUCL
ons aHanusatopa Abbott Architect ¢8000 (pedepeHCHbIN
nHTepsan - 3,89-5,5 mmonb/n).

OueHka MNMMP npoBoamnack ¢ MCMONb30BAHMEM Bannam-
3MpOBaHHOW MeToaukM «Ages and Stages» uyepe3 6 Mec.
n 6onee nocne nevenuns [15]. CogepxxaHne METOAMKU: OLLEH-
Ka nokaszarenen MNMMP cknagbiBanacb M3 AUCKPETHOM OLEHKM
natM chep pasBUTUS: KOMMYHMKATMBHbBIX HABbIKOB, rpyboi
M MENKOW MOTOPMKM, peLLeHns 3ala4 U COLMaNbHbIX HaBbl-
koB. C MCNonb30BaHMEM OLEHOYHOW LWKanbl MPOBOAMNACH
CTaHAAPTU3MPOBAHHAs OLEHKa NSt cdhep NCMXOMOTOPHOIO
pa3BuTUA. 1N Kaxporo Tecta, COOTBETCTBYIOLLErO onpene-
NEHHOMY BO3pacTy, MMeNacb rpagaums CyMmbl HabpaHHbIX
6annoB no kaxnon chepe MMP: «benas 30Ha» - HOpManb-
Hble nokasatenu NMP, «cepas 30Ha» — yMepeHHasa 33a4epxKa
MMP, «yepHas 30Ha» — rpybas 3agepxka [MMP (puc. 1).

CootBetctBuem MP pebeHka ero BO3pacTHOWM rpynne
CYMTANOCh Hanmume Kak MUHMMyM 3 chep MMP B «bBenoii
30He» C YC/IOBMEM, YTO MOKa3aTenn Mo OCTanbHbIM chepam
YKNafblBaNMChb B «CEPYIO 30HY». B X0f€e MccnenoBaHus noka-
3aTeNu NCUXOMOTOPHOrO pPas3BWTUA Mo MeToamke «Ages and
Stages» Obinn oueHeHbl Y 33 peteit ¢ BIU, nonyumBimx
NneyeHune No MexayHapoLHOMY NPOTOKOY, Yepe3 6 u bonee
Mec. Moc/1e TOro UM MHOTO MeToAa NleYeHus.

OueHka HerMpoduM3nOoNorMyeckux XxapakTepucTmK naum-
eHToB € BI'M npoBoamnacb MeTofoM I3[, KoTOpas BbIMOAHS-
nace Ha 3Huedanorpade «NICOLET ONE» (CareFusion
(Viasys), USA) B cTauMoHapHOW KOMMAeKTaumMmM B COOTBET-
CTBMM CO CTAHAAPTM3MPOBAHHBIM MPOTOKONIOM MPOBEAEHUS
npoueaypsl. boino obcnepoeaHo 73 nauuneHta. OnucaHue
pe3ynsTatoB I3[ BbIMOMHANOCH MO CYLECTBYHOLEMY CTaH-

napty [16]. B kauecTBe oueHMBaeMbIX MapaMeTpoOB UCC1eno-
Ba/IMCb BO3PACT BO3HWMKHOBEHUS anbda-putMa U Haauuue
NMapoKCM3ManbHOM aKTMBHOCTU. [lonyyYeHHble nokasatenu
COCTOSIHUS LLeHTPanbHOW HEepBHOW cucTeMbl petert ¢ BIU
6blM 3aTeM COMOCTaBlEeHbl C (GaKTopaMu, KoTopble Obinu
BblOpaHbl Kak BEPOSTHO MMeEloWMe OTHOLIEHME K WMCXOAY
3aboneBaHuns: popmMa 3abonesaHus, Bo3pacT AebroTa runor-
JIMKEMUM U BEPUDUKALUM AMATHO3A, MUHUMASIbHbIN YPOBEHb
IMUKEMUM U MaKCUManbHas YrNeBOAHAS Harpy3ka 3a nepuos
HabnaeHus.

CTaTUCTUYECKMIt aHanWM3 MONYYEHHbIX [AHHbIX Obln
BbINOMHEH C MOMOLWbK MpOrpaMMHOro obecnedveHus
Jamovi 2.2.4. ¢ NnpUMeHeHneM CTaHAAPTHOM ONUCaTeNbHOM
M QHANUTUYECKOW CTaTUCTUKU. AHanUTUYECKMe CTaTUCTUYe-
CKMe MeToAbl BKIYanM B cebd u3yyeHue accoumauum
MeXAay OTAENbHbIMU KAMHUYeCKuMK GopMamu 3abonesaHus,
ChOPMUPOBAHHOCTBIO OTAENbHbLIX HaBblkoB [MMP 1 dakTtom
3apepxku NMMP B uenom. CpaBHeHMe KavyeCcTBEHHbIX NPKU3Ha-
KOB OLEHMBANOCh C MOMOLLbBI KpuUTepus xu-kBagpar. C yye-
TOM MPOBefEHHbIX MHOXECTBEHHbIX COMOCTaBNEHUI NO U3Y-
YeHut oTaenbHbix acnektoB [IMP 6bina ocywecTBneHa
MOMpPaBKa BbISIBNEHHBIX PA3/IMUMiA HA BO3MOXHYI OLUMOKY,
CBSI3aHHYIO C MOBTOPHbIMU TecTupoBaHuamu (false discovery
rate correction). BUHapHBIA NOMMCTUYECKUI pErpeCCUOHHbIN
aHan13 UCNonb30Banca ANs BbigBNeHUS GakTOpOB, MOBIUSB-
WMX Ha PUCK HapyLleHns GOPMUPOBAHUS OTLENbHbIX HaBbI-
koB MP pebeHka u 3agepxku MMMP B uenom. [Ing oueHKM
B/IUSIHWS OTAENbHbIX KIMHUYECKMX XapakTePUCTUK Ha CPOKM
Hayana GopMmpoBaHuMs anbda-puT™Ma Ha D3I oeTen ncnonb-
30Banca meton KannaHa-Meiepa. Pa3nnung 6binn npusHa-
Hbl CTaTUCTUYECKM 3HAYMMbIMKM MPKU BEPOSTHOCTM OLUMOKM
MeHee 5% (p < 0,05) [17].

PE3YJIbTATbI

Cpenun naumeHToB € BN, BKNOYEHHbIX B MCCNeaoBaHMe,
32% (23 yen.) naumeHToB UMenn dokanbHyo dopmy 3abone-
BaHMA, Anbdy3Has dopmMa bbina obHapyxeHa 'y 53% (39 yen.)
60nbHbIX, aTunmMyHasg —y 15% (11 yen.). MeamaHa Bo3pacta
[leTen, BKIOYEHHbIX B Mccnenosanue, coctasuna 10 [1-58]
Mec. Bce naumeHTsl ¢ GOKanbHOM GOPMOM MONYYUIN XMUPYP-
rmyeckoe neyeHue, B ncxope kotoporo y 100% umeno mecto
BbI3LOPOBNAEHME, YTO ObIIO0 KOHCTAaTUPOBAHO MO AAHHBIM

PucyHok 1. Kntou K BanuansnMpoBaHHoi MmeTtoamke «Ages and Stages»
Figure 1. The key to the «Ages and Stages» questionnaire methodology

OueHka pe3ynbraToB

O6nactb  MMoporoBoe 3HaueHue Pesynbtat o

KoMMyHWKaTUBHbIE HaBbIKH 2793 45,00
[pybas MoTOpuKa 30,68 40,00

Menkas MoTopuka 35,39 25,00
Pewenue 3apay 16,71 30,00
JInuHocTHO-CoLManbHas 32,53 30,00

M lpy6as 3apepxka NMMP

M Jlerkas 3apepxka NMMP

10 15 20 25 30 35 40 45 50 55 60

HopManbHble nokasatenu NMP
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rMUKEMUYECKOro KOHTpons. KoHcepBaTMBHOE fieyeHue npo-
Boamnoch y 60% naumeHToB ¢ anddy3Hoi popmoii 3abone-
BaHMa M Yy 36% nNauMeHToB C aTMNUM4HOW GOPMON.
OnepatuBHoe neveHune nonyymnn 40% naumeHToB C Anb-
dy3Hon hopmort M 64% NauMeHToB C aTUNUYHOM (HOPMO.
Cpeaov naumneHToB ¢ anddy3HoM GOPMOK, MONYUMBLUMX ONe-
patMBHoe nedveHue, 8% OONbHbIX B MCXO4E WMENWU BbI340-
poBneHue, 54% - caxapHbivi ouabet, 38% - peunans 3abo-
NeBaHMsa U BO30OHOBAEHME MHCYNIMHOCTATUYECKONM Tepanuu.
B ncxope 57% neteit ¢ atMnuuyHoi dopmoit 3aboneBaHus,
MoJSyYMBLIMX OMEPATUBHOE NIeYEHUE, UMENU BbI3LOPOBE-
Hue, 14% — pnabet, 29% — BO30OHOBNEHWE UHCYNIMHOCTATH-
yeckon Tepanuu (puc. 2).

BakHbIM 3TanoM mccnegoBaHus sBnsinach oueHka [MMP
neteit yepes 6 1 6onee Mec. Nnocie NPoBeAEHHOIO NIeYeHus.
MNpu oueHke [MP B uenoM ObIIO YCTAHOBMEHO, YTO
69% (23 yen.) obcnenoOBaHHbIX AETEW HE UMENU 3a4epXKKu
MMP, npn 3tom pesynbtathl 0bcnenosaHuna 31% (10 uen.)
[leTeil 0Ka3anmncb HUXKe BO3PACTHbIX HOPMATMBOB. [NpK aHa-
nmse ncxopa MMP B LenoM B 3aBMCMMOCTM OT (aKTOpOB,
CBS3aHHbIX C 3ab0neBaHNEM, BblN MNONYYEHBI AAHHbIE O CTa-
TUCTUYECKM LOCTOBEPHOM accoLMaLmm HOpManbHbIX NoKasa-

Tenen NMMP c dopmoii 3aboneBaHms, a UMEHHO C POKaNbHOM
dopmoii BIM (32 = 15,57, p = 0,01), a Takke C paHHel Bepu-
durkaumen 3abonesaHms (0o 28 cyTok xun3HK) (y 90% neten —
HopmanbHoe T[IMP npu Bepudukaumm 3aboneBaHus
[0 28 cyToK Xu3Hu, x2 = 4,31, p = 0,04). Tak, cpean peten
¢ BI'M, nponeyeHHbix no noBogy @okanbHOM GOpMbI,
HW Yy O0aHOro pebeHka He 6bl10 BbIIBNEHO 3adepxku NMP,
B TO BpeMs Kak npu auddy3Hon GopMe KonnyecTBo AeTen
¢ 3agepxkon MMP coctasuno 80%, a ¢ atmnmyHon dop-
Mol — 20% B cooTBeTCTBYIOLLMX rpynnax. [pu 3ToM Ha noka-
3atenu MP B uenoM [OCTOBEPHO He NOBAMANM BO3pacT
febiota 3aboneBaHUsl, MUHWMANbHbBIA YpPOBEHb MIMKEMUM
M MakcMManbHas yrneBofHas Harpyska (mabas. 1).

B cBsi3n c BbigBNeHHOM 3aBUCMMOCTbIO ucxoda [IMP ot
dopmbl  3aboneBaHus 6biN0 NMPOAHANM3MPOBAHO BAMSHME
¢dopmbl BIM Ha dopmupoBaHue otaenbHbix cdep MNMP: koMmy-
HUKATUBHbIX HaBbIKOB, rpy6OM M MENKOM MOTOPUKM, pELLEeHUS
33[la4 U COUManbHbIX HABbIKOB. bbiNo yCTaHOBAEHO, YTO Hau-
yme okanbHoM dhopMbl 3a601eBaHUS LOCTOBEPHO BbINO acco-
LIMMPOBAHO C 6NaronpusTHbIM MCXOLOM B OTHOLIEHUM (OPMU-
pOBaHMS KOMMYHMKATMBHbIX HaeblkoB (p = 0,03), rpybon
n menkoi motopukn (p = 0,01 u p = 0,04 COOTBETCTBEHHO),

Ta6bnuya 1. Accoupaums Ncxona NCUXOMOTOPHOIO Pa3BUTMS B LIENIOM C GaKTOpaMK, CBA3aHHBIMU C XapaKTEPUCTUKOI 3aboneBaHms
Table 1. Association of overall psychomotor development outcome with the factors linked to the disease characteristics

Atunuunas (%, uen.) 20 (2/10) 30 (6/23)
InddysHas (%, ven.) 80 (8/10) 10 (3/23) 15,57 | 2 | <0,01
(MokanbHas (%, yen.) 0(0/10) 6 (14/23)
CkopocTb yTunnzaumu rokossl >10mr/kr/MuH (%, ven.) 50 (5/10) 55(12/23) 001 | 1] 091
MuHWUManbHO 3aUKCMPOBAHHBI YpOBEHD raukemun <1 mmonb/n, (%, yen.) 60 (6/10) 40 (10/23) 0,76 | 1 | 0,38
MaHudectaums fo 7 cyTok xu3hu, (%, yen.) 80 (8/10) 80 (18/23) 001 | 1] 091
Bepudwukaumsa o 28 cytok xu3hm, (%, yen.) 50 (5/10) 90 (19/23) 431 | 1| 0,04
x? — CPaBHeHWe NPOBEAEHO C UCMONb30BAHMEM KpUTepUs XMU-KBaapaT; df — uncno crenexeit cBo60AbI; p — ypPOBEHb LOCTOBEPHOCTM Pasnnymii
PucyHok 2. PacnpepieneHve naumeHToB no GopMaM 1 pesynbraTtaM fiedeHus
Figure 2. Distribution of patients according to forms and results of treatment
BapMaHTbI Nle4yeHua U UCXOoA0B nocse onepauuu
[ (MokanbHas dopma,n = 23 ] [ [uddyzHas popma, n = 38 ] [ Atunuynas dopma,n =11 ]
n . Noxon: n . Ucxon nocne n . Uexop nocne
eueHue: cxop: leyeHme: onepauy: eueHue: onepauy:
OnepatusHoe Boiznoposnenme WHcynuHocTaTnye- Boi3noposnenue WHcynuHocTaTUYe- Bbi3noposnexue
neyenve 100% 100% CKas Tepanus 6e3 8% cKas Tepanus 38% 57%
onepauyu 60%
Nlnabet 54% OnepatneHoe [lnabet 14%
OnepaTMBHoe neyexune 64%
neverue 40%
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WHcynuHocTatnye- WMHcynuHocTaTUYe-
ckas Tepanua 38% ckas Tepanua 29%



peweHuns 3agay (p = 0,02), oaHaKo 4OCTOBEPHbIX Pa3nnymi
B (GOpPMMPOBAHUM COLMANbHBIX HABbIKOB B 33aBUCMMOCTU
oT GopMbl He bbino obHapyxeHo (p = 0,51) (maba. 2).
MeTonoM OuHapHoro norapudMmU4eckoro perpeccuoH-
HOro aHanu3a M3y4yanocb BAMSHWME cnedyrolmx HakTopos,
CBSI3aHHbIX C 3ab0neBaHneM, Ha CGOPMUPOBAHHOCTb OTAENb-
HbIx chep MMP: dopma 3abonesaHus, Bo3pacT aebtoTa 3abo-
NeBaHus, BO3pacT BepuduKaLmMM AMArHo3a, MUHUMANbHBbIN
YPOBEHb TMKEMUWM, MAKCUMaNbHAas YrNEBOLHAs Harpyska.
B oTHOWweHUKn dopMupoBaHus rpyboi MOTOPUKK Bbinn nony-
YeHbl CTaTUCTMYECKM AO0CTOBEPHble AaHHble: NOTpebHOCTb
B MEeHbLUeW YrneBOAHOM Harpyske Oblia accoumMmMpoBaHa
C Ayy4wmMu nokasatensmu rpybor motopuku (p = 0,026)
(puc. 3). Mpu 3ToM MoanduumMpyloLwee BAMSHUE Apyrux dak-
TopoB 3aboneBaHuns (oeHb MaHudbecTaumm, BO3pacT Bepudu-
KalWW AMarHo3a, MMHUMAsbHbIA YPOBEHb MMUKEMUU, MAKCK-
MasbHas yrneBoLHAs Harpyska) Ha GOpMMPOBAHUE KOMMY-
HWMKATUBHbIX HaBbIKOB, MENIKOW MOTOPWKM, pelleHus 3aaad,
COLUMaNbHbIX HaBbIKOB He ObiNo BbISIBAEHO (puc. 4).

PucyHok 3. OueHka MogubuumpytoLero BansaHua GakTopos,
MMeloLLMX OTHOLLEHME K 3a60/1eBaHMI0, Ha CHOPMUPOBAHHOCTb
cdepbl rpyboii MOTOpUKM (MeToL, BUHapHOro norapudmMuyecko-
ro perpeccMoHHOro aHanm3a)

Figure 3. Multivariate analysis with an assessment of the
modifying influence of factors related to the disease on the
formation of gross motor

p=0,026

=
o

Hazpyska

(V]

MakcumaneHas yenegodHas

0

M HaBbik He cdopmupoBaH [ HaBbik chopMmpoBaH

Ta6nuua 2. Accoumaums cOpMMPOBAHHOCTM OTAENbHbIX Chep NCMXOMOTOPHOIO pa3BuTUS C GopMoit 3aboneBaHms
Table 2. Association of the maturity of individual areas of the psychomotor development with the form of the disease

Amunuynas ¢popma BIU | [uddysHas dopma BIU (MokanbHas opma BI'1 2
(n=8) (n=11) (n=14) 4 = P
KoMMyHuKaTUBHbIE HaBbiku (%, Yen.) 80 (6/8) 50 (5/11) 90 (13/14) 7,01 2 0,03
Ipybas Motopuka (%, yen.) 90 (7/8) 30 (3/11) 80 (11/14) 9,60 2 0,01
Menkas MoTopuka (%, Yen.) 50 (4/8) 50 (6/11) 90 (13/14) 6,22 2 0,04
PewweHue 3anau (%, yen.) 80 (6/8) 50 (6/11) 100 ( 14/14) 771 2 0,02
CoumanbHble HaBblku (%, yen.) 40 (3/8) 60 (7/11) 60 (8/14) 1,34 2 0,51

%> — CpaBHeHue NPOBEAEHO C UCMONb30BAHUEM KPUTEPHS XU-KBAAPAT; df — YNCNO CTeneHel CBOGOAbI; p — ypOBEHb AOCTOBEPHOCTH Pasnnyuii

PucyHok 4. OueHka MoaMbuLMpyoLLEro BAMAHUS GaKTOPOB, UMEIOLLMX OTHOLWEHKUE K 3aboneBaHumto, Ha CHGOPMUPOBAHHOCTb
OTAENbHbIX HaBbIKOB (MeToa 6MHAPHOro NorapudMmUYecKoro perpeccCMOHHONo aHann3a)
Figure 4. Multivariate analysis with an assessment of the modifying influence of factors related to the disease on the formation

of individual skills of neurodevelopment
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MN3BeCTHO, 4TO TUMOMIMKEMMS MOXET CTaTb MPUYUHOM
hopmMmpoBaHKs opraHmyeckoro nopaxexms LHC, yuto moxet
nposBnaTbCs 3afepxkoit NMMP n ocobeHHoCTaMK Helpodu-
3MONIOTUYECKMX XapaKTepUCTMK nauueHtoB ¢ BIU. MMP
OTPaXaeT CTeneHb COOTBETCTBMSA pa3BuTMS pebeHka ero
BO3paCTHbIM napameTpam. [ins 6onee 06beKTUBHOM OLEHKM
BO3paCTHOW M dusmonornyeckoi 3penoctn LUHC uenecoo-
6pa3Ha He TONbKO OLleHKa noka3atenei MNMP, Ho u Helpo-
dusmonornyeckmx napameTpos. C TOUkK 3peHns GopMupo-
BaHMs NporHo3a nauuneHToB ¢ Bl npeactaBnsno nHTepec
nposefeHune yrnybneHHoro aHanusa 330 Ha gaHHOM 3Tane
MCCNefoBaHUs M3y4anucb HeKoTopble Helpodwusnonormye-
CKMe napaMeTpbl: HaAnyMe NapoKCM3MaNnbHOM aKTUBHOCTU
1 cpokn hopMmnpoBaHus anbda-pmtma. Y 21 naumenta c B
6bina  3aduKCMpoBaHa NapoKCM3ManbHas aKTUBHOCTb
(29% obcnepnoBaHHbIX). [py aHanu3e pacnpegeneHus Hanu-
YMS MAPOKCU3MaNbHOM aKTUBHOCTU MPU Pa3anYHbIX GopMax
3aboneBaHns 6bINO YCTAHOBNEHO, YTO Y NAUMEHTOB C ANG-
dy3Hoi hopMoit napokcmM3ManbHas akTMBHOCTb Bbina 3ape-
rMCTpUpOBaHa B 33% cnyyaes, C pOKanbHOM — B 22% w1 npu
atunuyHomn opme - B 27% cnyyaes. [1py 3TOM fOCTOBEPHOW
accoumaumMm NoOSIBNEHMS MNapOKCUM3MaNbHOW aKTUBHOCTM
B 33aBMCMMOCTM OT opMbl 3aboneBaHna n Apyrnx obosHa-
YEHHbIX Bbille HaKTOPOB, CBA3AHHbIX C 3aboNeBaHUEM, NONY-
4yeHo He 6bio (p > 0,05).

MHble pe3ynbtathl ObIAM NOAYYEHDbI NPU aHaNU3e CPOKOB
dopmupoBanmns anbda-putma. Y naumeHToB ¢ HOKanbHOM
$hopMoi BO3pacT BO3HWMKHOBEHUS anbda-putMma 6bin Bonee
PaHHWM, @ CeaoBaTenbHo, bonee GU3NONOrMYHBIM MO CPaB-
HEHMIO C NauMeHTamMu C HedoKanbHbIMM Gopmamu BIU.
bbina BbisiBNEHa MporHocTMyeckas 3Ha4MMOCTb (QOKanbHOM
¢dopmbl Bl B oTHOWeEHWn dopmMmnpoBaHMa anbda-putma
(p = 0,026). Kpome Toro, 6bina yctaHoBneHa accoumaums
BO3pacTa BepuduKauMu AmarHosa c GOpMMpOBaHMEM
anbda-puTMa: Yem paHbliue Obin YCTAHOBMEH AMAarHo3, TeM
paHbLe dpopmuposanca anbda-putm (p = 0,028) (puc. 5).

OBCY>XAEHUE

Pe3ynbTaTbl MCCNef0BaHMI, HANPaBNEHHbIX HA U3yYeHUe
HeBponornyeckux nocneactsuin B[M y netew, npetepnesatot
3HAYMMYIO 3BOMIIOLMIO B 3aBMCMMOCTU OT M3MEHEeHWI BO3-
MOXHOCTEN AMATHOCTUKM M Tepanun. Tak, pe3ynsTatel uccne-
[OBaHWM, NpOBefeHHbIX B Havane XXI B., CBUAETENbCTBOBANM
0 LUMPOKOM pacnpoCTpaHeHHOCTV HEBNAroNPUATHLIX HEBPO-
NOTUYECKMX MCXOA0B 3ab0neBaHMs, B TO BpeEMS Kak pesynb-
TaTbl NOCNEAHMX NeT yKasblBaloT Ha 3HAYMMOE ynyyleHue
coctoguns UHC y peterr ¢ BIM B pesynbtate neveHwus
no COBPEMEHHOMY MPOTOKONY.

Mo paHHbIM npoBeneHHoro B 2003 1. nccnegoBaHus rpyn-
bl y4yeHbIx 13 [epMaHun 3agepxkka [MMP otMevanach B 44%
cnyyaes, npu 31oM y 18% naumeHToB nMena Mecto rpybas
3agepxka [MMP [18]. Mo aaHHbIM AnauTenbHOro HabaaeHus,
ocywecraneHHoro B 2001 r, 3a 90 nauneHtamum ¢ BI'M komak-
nov Bpadert F.Manny et al. (CLLIA) B 26% cnyyaeB oTMeyanach
3afepxkka MMP uamn Tskenas yMCTBEHHAas OTCTaNOCTb, 3MU-
nencus - B 18% ciyyaes. HeoHaTanbHoe Hayano Hbi10 OCHOB-
HbIM AKTOPOM PWCKa Pa3BUTUS TIXKENOM YMCTBEHHOM OTCTa-
NOCTU UAK 3nunencuu. NaumeHTsl, NoNyYaBlIMe MeauKaMeH-
TO3HOE NevyeHune, NoCTpafaNu MeHee CepbesHo, YeM NaLmeH-
Tbl, MONYYaBLUME XMPYPrUYECKOE NeYeHue, He Bblno HUKAKOM
pa3HuLbl B nokasatenax MNMP y getelt ¢ Auddy3Hom n ovaro-
Bon dopmamm runepuHcynuHmsma [19]. lpynna yueHbix
n3 Poccun v Oanuun B 2017 1. npencraBuna pesynstatsl 4nu-
TenbHOro Habnoaerunsa 3a 75 naunentamu ¢ BIU. Hapywenus
B Pa3BUTMM HEPBHOM CMCTEMbI HabnaanMcb y 35 naumeHToB
(47 %). HebnaronpusaTHbIA MCXOA, Pa3BUTUS HEPBHOM CUCTEMBI
6bn1 CBA3aH C HU3KMM YPOBHEM [NIOKO3bI (MeHee 1 Mmonb/n)
W 33[1ePXXKOM CTapTa Tepanuu oT HS MaHudecTaumm 4o rocnum-
Tanu3auum B 3KCNepTHbIN LeHTp (>5 aHelt). He Bbino BbigBne-
HO accouMaLmit Mexay paHHUM 1 NO34HWMM HavanoMm 3abone-
BaHMS, MyTaLMAMU KaNMEBbLIX KAHANOB, TSHKeCTbio 3abonesa-
HWS, 04AroBbIM U AUDPY3HbIM 3ab0NeBaHUEM MU BO3PACTOM

PucyHok 5. MporHo3unpoBaHne GOpMMpPOBaHUS OTAENbHbBIX HEMPOdU3MONOrMYeckMx NnapaMeTpoB No 3neKTpoaHuedanorpapum
B 3aBMCMMOCTM OT PaKTOPOB, CBA3aHHbIX C 3aboneBaHmeM (Meton KannaHa — Maiiepa)

Figure 5. Predicting the appearance of individual neurophysiological parameters according to the electroencephalography,
depending on the factors associated with the disease (Kaplan - Meier method)

P=0,026
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npu nocnepyowem HabnwgeHmun [12]. B bonee nospHem
MCCNeaoBaHMm, NPOBEAEHHOM PYNMow y4eHbiX 3 GUHASHOUK
B 2021 r, 4y4MCNO NAUMEHTOB C KOFHUTMBHbLIM AedUUMTOM
cokpatunoch 8o 21%. O6pawaeT Ha cebs BHUMaHMe TOT BaKT,
4TO C TeYeHWEM BpEMEHM OTMeyaeTcs ropasfo bHonbliee
4ncno bnaronpusaTHblx ncxopos [20].

B npoBeneHHOM HaMu UCCIEA0BaHUM KOTOPTbI MALMEHTOB,
NpO/ieYeHHbIX B TeYeHWe nocieaHmx 4 net C UCNob30BaHWEM
COBPEMEHHOr0 NPOTOKONa OKaszaHus nomolm npu BIN, Gbim
nony4YeHbl AaHHbIE O COOTBETCTBMM YPOBHS Pa3BUTUS GK3MON0-
rnmyeckomy y 69% 6onbHbIX (2/3 naumeHTos). bbino caenaHo
3aK/IIOYEHME O TOM, YTO HaMBOobLWIUM MOAUDULIMPYIOLLMM B/K-
SHMEM Ha NoNoXuTenbHbI ncxog NMP obnapgaet dopma 3abo-
neBaHus (bokanbHas Gopma), koTopas bbina accoummMpoBaHa
C HanbOonNbLUIMM KOMMYECTBOM AeTelt C OTCYTCTBMEM 3aLEPXKKM
MMP B LenoM 1 C COOTBETCTBYIOLMM BO3pacTy (husmonormye-
CKuM) pa3suTueM 4 13 5 otgenbHbix chep MNMMP. Cnepyet yTou-
HWTb, YTO B KOropTe BCe AETH, MMeBLWME (HOKaNbHYKD (GopMy,
B WCXOAE OMepaTuMBHOMO NleYeHUS UMENW BbI3LOPOBNEHME,
T. €. CTOMKYt0 HOopMorMkemuto. Kpome Toro, bbina yctaHoBneHa
accoumaumna mMexxay chepoi rpybor MOTOPUKM M MakCMMasb-
HbIM YPOBHEM YINIEBOLHOWM Harpy3kuM B MPOLECCe NeyeHus
Ha [MarHOCTMYeCKOM 3Tane: YeM MeHbliue Gbina noTpebHOCTb
B [OKO3e, TeM Gonblue Obina BEPOSTHOCTb (GOPMUPOBAHUS
[LlaHHOTO HaBblKa B GM3MONOrMYeckMe BO3PacTHble CPOKM.

B oTHOweHun HeMpodusmonornyeckmx napamMeTpos
nauveHToB ¢ BIM Takxke 6Obina ycTaHOBMEHa accoumaLms
6onee paHHero noseneHns anbda-putMa ¢ hokanbHom dop-
Mow BI'M, a Takke € paHHel (B nepuoe HOBOPOXAEHHOCTH)
Bepudukaumen 3abonesaHums.

3AKJTIOYEHUE

TakunM 0bpasoMm, cpenm nsyyeHHbIX HaMu HaKTOpPOB, KOTO-
pble 0003HayeHbl Kak WMMelluMe OTHOWeHWe K 6onesHw,
UMEHHO (aKT (QOKanbHOM (MOPMbI, XMPYPr1MYecKoe NedyeHne
KOTOpPOW MPWMBENO K MOSIHOMY BbI3JOPOBNEHWIO MALMEHTOB,
oKasancs Haubonee 3HAYMMbIM B OTHOLWEHWMM MNPOrHO3a
COXpaHeHus HU3MON0rMYECcKoro passuTus U GOPMUPOBAHMS
BO3paCTHOW 3NEKTPUYECKOM aKTUBHOCTM Mo3ra. [lonyyeHHble
pe3ynbTathl NMOATBEPXAAIT BbICOKYH 3HAYMMOCTb MPUMEHE-
HWS COBPEMEHHbIX MPOTOKOAOB AMArHOCTMKM U neveruns BIN,
MO3BONSAIOWMX B MAKCMMANbHO paHHWE CPOKM OMpeaenuTb
dbopMy 3aboneBaHus, a B ciyvae hokanbHoM GopMbl — Npose-
CTV OnepaTMBHOE NleYeHne, a TakKe CBUAETENbCTBYHOT O HeOb-
XOOMMOCTW COBEPLUEHCTBOBAHWUS TepaneBTUYECKMX NOAXOA0B
B OTHOLIEHMU HedOoKanbHbIX GOPM AAHHOW NATONOTUM.
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