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Pesiome

BeeneHue. HenoHoOWeEHHbIE AETW SBNSKOTCS rPYNnoii pucKka no GOPMUPOBAHUIO MOPAKEHWUI LEHTPanbHOM HEPBHOW CUCTEMBI,
B CBSI3M C YEM MOBbILEHNE BbPKMBAEMOCTU [EeTel C 04YeHb HU3KOM MacCoM Tena npu poXAEHUU M SKCTPEMANbHO HU3KOM MaCCow
Tena npu poxaeHWM NPUBENO K YBEMYEHWIO PACMPOCTPAHEHHOCTU HEBPOIOTMYECKOr0 AeduUMTa Y ryOOKOHEAOHOWEHHbIX AETEN.
LUenb. O606LeHMe AaHHbIX IUTEPATYPbl U AEMOHCTPAUMS PeLKMX KIMHUYECKMX HAbMOAeHMI rybOoKOHeAOHOWEHHbIX AeTel, aCco-
LIMMPOBAHHbIX C HEONArONPUSTHBIM HEBPOIOTMYECKMM UCXOL0M B pe3yNibTaTe BO3LEMCTBUS PA3/IMYHbIX MEPUHATabHbIX (GaKTOpOB.
Matepuanbl U MeToapbl. [1ns nuTepaTypHOro 0630pa MCMoAb30BANUCL AaHHbIE MOMHOTEKCTOBbLIX HAYYHbIX UCCIELOBAHMI 13 MexXAay-
HapOZLHbIX Hay4YHbIX 6a3 AaHHbIx (MHB/). Y nByx 06cnenoBaHHbIX CMOCOB MYXCKOMO NOa, POXAEHHbIX HA CPOKe 27 Hea, rectauum
¢ Becom 980 v 970 r, pnHow Tena 34 u 33 cM, oueHKolM no wkane Anrap 5/7 1 6/7 6annoB COOTBETCTBEHHO, U3YYEHO BAUSHME
aHTe-, MHTPa- U MOCTHaTa/IbHbIX (haKTOPOB PUCKA HA HEBPOMOrMYECKUIA UCxop, 3aboneBaHus. MNpoBeaeH aHann3 aHaMHeCTUYeCKMX
[AHHbIX M pe3ynbTaToB KIMHUYECKOrO U 1abopaTopHO-UHCTPYMEHTANbHOTO 06C/1ef0BaHUS; KaTaMHeCTUYeckoe HabnoaeHue cocTa-
BUNIO 24 CKOPPEKTMPOBAHHBIX MECSLA KM3HM.

Pe3ynbtatbl. B npencraBneHHbiX HabNOAEHWSAX BbISIBNEHO COYETAHME PA3/IMYHbIX aHTe MHTPA- U NOCTHATANbHbIX PAKTOPOB pUCKa,
npuoaawmx Kk nopaxeHuto LIHC y rnybokoHeaoHoWweHHbIX aeTel. [onyydeHHble pe3ybTaTbl CBUAETENLCTBYHOT O TOM, YTO HELOHO-
LUEHHOCTb 1 3KCTPEMA/IbHO HM3Kas Macca Tena Npu poXxaeHWW camu no cebe He SBNAKOTCS eAMHCTBEHHbIMU GakTopaMu pucka gop-
MUPOBAHWS HEBPOOTMYECKMX HApYLUEHWIA, OAHAKO OTArOLLEHHbIM HeOHATaNbHbIA Nepuos (BPOXKAEHHbIV cencuc, GpoHxoneroyHas
[IMCNNasums, aTenekTas Nerkoro, HeoHaTanbHble CyA0POru, BepuduumpoBaHHoe no aaHHbIM HCT/MPT ronoBHOro Mo3ra BHyTpMKeny-
[I04KOBOE KPOBOM3NUSHWME 2-i CTEeNeHWn C ABYX CTOPOH) CnocobcTBoBan hOpPMMPOBAHMIO HEBPOMOMMYECKOW NATONOrUK Yy BTOPOrO
06cnenoBaHHoro cubca. MonyyeHHble pe3ynbTaTbl MOXHO CUMTATb NPeABapUTENbHBIMU, HEOOX0AMMO Bonee MacluTabHOe UCCefoBaHuMe.
3akntoueHme. TakM 06pa3oM, MosyYeHHble pe3ynbTaTbl CBUAETENbCTBYHOT O TOM, YTO HEAOHOLWEHHOCTb, 3KCTPEMANbHO HM3Kas Macca
Tena npv poXAEHUM U HU3KAs OLEHKA Mo LWKane Anrap He sIBASKOTCS eAMHCTBEHHbIMK hakTopamu pucka GOpPMUPOBaHMS HEBPOJO-
TMYECKMX HApYLUEeHWIA. 1N pa3BuUTUS TSHXKENOro nepuHaTanbHoro nopaxeHus LHC, dopMupoBaHus HebnaronpusTHbiX HEBPOIOTU-
YeCKMX MCXOLOB W TSXKENOW 3a[epKKM MOTOPHOrO M MCUXOPEYEBOrO PasBUTUS Y TyOOKOHEAOHOLWEHHbIX AeTeil HeobXxoarMo
COYETaHME HECKOMbKMX 3HAUYMMbIX aHTE- MHTPa- M NMOCTHaTa/bHbIX GakTOpPOB pucka. [pOrHo3 HEBPONOTMYECKOTO MCX0AA Y Iy6oKo-
HefOHOLWeEHHOro pebeHka TpebyeT ANUTENbHOTO AMHAMUYECKOTO HABMOAEHMS U KOMIMIEKCHOro NOAX0AA C MCMOb30BAHUEM KNU-
HUKO-MHCTPYMEHTa/IbHbIX METOAOB AMArHOCTUKMU. [onydeHHble pe3ynbTaThl MOXHO CYMTaTh MPenBAPWTENbHBIMK, TPEBYHOWMMU
npoBeLeHUs AOMNOMHUTENbHbIX, bonee MaCcLITabHbIX UCCNe0BAHMIA.
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Abstract

Introduction. Premature infants are at risk of developing central nervous system malformations; therefore, increased survival rates
among infants with very low birth weight and extremely low birth weight have contributed to the rise in prevalence of neuro-
logic deficit in extremely premature infants.

Purpose. To summarize the literature data and demonstrate rare family clinical observations of preterm infants associated with
adverse neurological outcomes as a result of exposure to various perinatal factors.

Materials and methods. For the literature review, we used data from full-text scientific research from international scientific
databases. The influence of ante- intra-, and postnatal risk factors on the neurological outcome of the disease was studied in two
male sibs born at 27 weeks of gestation with a weight of 980 and 970 grams, a body length of 34 and 33 cm, and an Apgar score
of 5/7 and 6/7, respectively. The analysis of anamnestic data and results of clinical and laboratory-instrumental examination was
performed; the catamnestic observation was 24 adjusted months of life.

Results. The presented observations revealed a combination of various ante-, intra-and postnatal risk factors that lead to CNS
damage in preterm infants. The obtained results indicate that prematurity and extremely low birth weight are not the only risk
factors for neurological disorders, but the burdened neonatal period (congenital sepsis, bronchopulmonary dysplasia, lung atel-
ectasis, neonatal convulsions, and 2-degree intraventricular hemorrhage verified by USC/MRI of the brain on both sides) contrib-
uted to the formation of neurogolic pathology in the second examined sibs. The results obtained can be considered preliminary,
and a larger study is needed.

Conclusion. Thus, the obtained results indicate that prematurity, extremely low birth weight and low Apgar score are not the only
risk factors for the formation of neurological disorders. A combination of several significant ante-, intra5 and postnatal risk factors
is necessary for the development of severe perinatal CNS damage, the formation of adverse neurological outcomes, and severe
delay in motor and psycho - speech development in preterm infants. The prognosis of neurological outcome in a preterm baby
requires long-term dynamic monitoring and a comprehensive approach using clinical and instrumental diagnostic methods. The
results obtained can be considered preliminary, requiring additional more extensive research.

Keywords: preterm infants, extremely low birth weight, very low birth weight, neurological outcomes, motor and psycho-
speech development
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BBEOLEHUE

CornacHo AaHHbIM BceMupHOW opraHm3aumm 34paBooxpa-
HeHus (BO3), kaxabiit roa, poxaaetcs okono 15 MnH HeaoHo-
WweHHbIX aeten [1]. Ha ponto npexaeBpeMeHHbIX POAOB Ha
cpoke C 22-1 no 28-t0 Hep. rectauum npuxoamtcst 5-7%, ¢ 29-i
no 34-10 Hepn, — 33-42%, ¢ 35-11 no 37-t0 Hen. - 50-60% [2].
HenoHoLWeHHbIe AeTw SBASKOTCS rpynnow pucka no GopmMunpo-
BaHWIO NOPAXEHWI LeHTpanbHoM HepeHoW cuctemsl (LIHC), B
CBSI3M C YEM MOBbILLEHWE BbIKMBAEMOCTM AETEN C OYEHb HU3-
KoM Maccon Tena npu poxgeHun (OHMT) m skcTpemManbHo
HWM3KOW Maccow Tena npu poxaenun (SHMT) npuseno K yBe-
JIMYEHMI0 PAaCNpOCTPAHEHHOCTH HEBPOIOrMYECKOro AeduumTa
y rNyOOKOHELOHOWEHHbIX AETEN.

CornacHo paHHbIM H.I. WabanoBa, HegoHOLEHHbIN
pebeHOK — 3T0 pebeHOK, POAMBLUMIACA Ha CpOKe MeHee
37 nonHbIX Heaenb rectauun. Mo cTeneHn HegOHOLEHHOCTH
B 3aBMCMMOCTM OT CPOKa rectaumm AeTu AensaTcs Ha Cheayto-
LuMe rpynnbl: KpaHe HeAOHOLWeHHbIN (MeHee 28 Hepn.); CUib-
HO HefoHOWeHHbIN: oT 28 no 31 Hep. 6 AHel; yMepPeHHO
HENOHOLEHHbIW: 0T 32 00 33 Hen. 6 OHEW; cnerka HegoHo-
LEeHHbIN: OT 34 0o 36 Hen. 6 aHen. [lety u3 rpynnbl KpanHe
HEeAO0HOLIEHHbIX M CUJIbHO HEeOOHOLEHHbIX 00beaANHSTCS B
rpynny rnyboKoHeLoHOLWeHHbIX aeTew [3].

CreneHb Tokectn nopaxenuns UHC y HegoHOWEHHbIX
[eTelt 3aBUCKT OT BIMSAHWUS PA3IMYHbIX NMepUHATaNbHbIX (Gak-
TOpPOB, rae Haubonee BaXHYK poNib UrpaeT MHOEKUMOHHO-
BoCnanuTensHbli dakTop [4]. CornacHo faHHbIM MeTaaHanmsa,
nposeneHHoro H-Y. Jiang et al. B 2016 r, MHeKUMOHHbIE
3aboneBaHns Matepu BO Bpems BepeMeHHOCTV MOBbIWAT

pUCK Pa3BMTUA PACCTPOWMCTB aAyTUCTMYECKOro crektpa [5].
N3 BCcex MHMEKUMOHHbIX areHTOB OAHMM U3 Hambonee 3Hauu-
MbIX SBNSETCS LUTOMErafioBUPYCHast MHPEKLMS, KOTOpast OKa-
3blBaeT HEraTMBHOE BAWSHWE HA HEBPONOrMYECKME MCXOLbl
HOBOPOX/EHHbIX Kak MpW MpeHaTaNbHOM, TaK M Mpu NMOCTHa-
TaNbHOM BO34encTBUM [6]. Ipyron MHMEKUMOHHBIA areHT -
CTPENTOKOKK rpynmbl A — TakxKe MMeeT KpUTUYECKOEe 3HAUYeHMe
npu 6epeMeHHOCTU, MOCKOMbKY MOXET MPUBOAMTb K PA3BUTUIO
HEBPONOTMYECKMX M MCUXMATPUYECKMX 33a60NeBaHui, B T. M.
CMHAPOMa OedUUMTa BHUMAHMS U TMNepakTMBHOCTU, ANCKK-
He3MW Pa3IMYHOro XapakTepa W Apyrux HapyleHun [7, 8].

K HacTosweMy BpeMeHM HeLOCTaTOYHO WM3YYeHO BAWS-
HWE aHTe-, MHTPA- M MNOCTHAaTaNbHbIX PAKTOPOB Ha HEBPONO-
TMYecKnii ncxod y rnyboKOHEeLOHOLEHHbIX AeTel; B oTeye-
CTBEHHOW M 3apybexxHoW MeOMUMHCKOW nutepaType npen-
CTaBfieHbl GparMeHTapHble AaHHbIE, YTO M OMPEenenuio Lenb
[aHHOM paboTbl.

Llenb: 0606LLeHNE AAHHbBIX TUTEPATYPbl U AEMOHCTPALLMS
peLKMX CEMENHbIX KNMHUYECKMX HabntoaeHnin rnybokoHen0-
HOLWEHHbIX AEeTeNr, aCCOLMMPOBAHHbIX C HebnaronpusaTHbIM
HEBPONOrMYeCckKUM UCXOLOM B pe3ynbTaTe BO3LeNCTBUS pa3-
JIMYHBIX MepUHaATaNbHbIX PAKTOPOB.

MATEPUANbl U METOADI

[na nutepatypHoro o630pa MCMoOnb30BanMCb AaHHblE
MOMHOTEKCTOBbLIX Hay4YHbIX MCCNEA0BAHWUMA, MONYYEHHbIE W3
OTKPbITbIX MCTOYHMKOB. MNMonck ocywecTtensnca B Pubmed/
Google, HaumoHanbHOW 3nekTpoHHOW 6ubnunoteke (HIB)
E-Library ¢ ncnonb3oBaHnem KNtOYEBbIX CI0B «rNybOKOHE-
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[IOHOLLEHHblE AEeTU», KIKCTPEMANbHO HM3Kasg Macca Tena npu
POXAEHUMY», KOYEHb HM3KAs Macca Tena Npu POXAEHUU»,
HEBPOJSIOTMYECKME UCXOMbl®», KMOTOPHOE M MCUXOpEYeBoe
pasBUTUEN.

Y AByx 06CnefoBaHHbIX CMOCOB MYXKCKOIO Nona, POXAeH-
HbIX Ha cpoke 27 Hep, rectaumm ¢ Becom 980 1 970 r, ianHoM
Tena 34 u 33 cMm, oueHkow no wkane Anrap 5/7 v 7/7 6annos
COOTBETCTBEHHO, M3YYEHO B/IMSHME aHTE- MHTPA- U MOCTHa-
TaNbHbIX GAKTOPOB pMUCKa Ha HEBPOIOrMYeCKMi ncxon 3abo-
neBaHus. lNpoBeneH aHanM3 aHaMHECTMYECKMX [aHHbIX;
KOMMNIEKCHOE Me[MKO-reHeTUYeckoe, HeBpONornyeckoe M
NabopaTopHO-UHCTPYMEHTaNbHOe 06CNef0BaHMS; KaTaMHe-
CTMYeCKoe HabnoaeHMe COCTaBMIO 24 CKOPPEKTUPOBAHHbIX
MecsLa KU3HMU.

PE3VYJIbTATbI

Hesponozuyeckue usmeHeHUs y 06c1e008aHHbIX 2/1Y60KO-
HedoHoweHHbIX demel

K Beaywmm dakTopaM pucka pa3BMTMS MaTONOrM4eCKMX
COCTOSIHUIM Y rNYDOKOHEAOHOLWEHHbIX OeTel CO CTOPOHbI
HEepPBHOM CUCTEMbI, BIMSIOLLMX HA OTL3NEHHbIMA NPOrHO3 3a60-
NEeBaHMWS, OTHOCUTCS: OCIOXKHEHHOE TeyeHue GepeMeHHOCTH,
OMMNOPTYHUCTUYECKME MHDEKLMUM MaTepu, BpPOXAEHHas
nHdekums, Taxenasn achukcns, GyHKLMOHUPYIOWKIA apTepu-
anbHbIA MPOTOK, AbIXaTesbHble HApYLUEHWS, COBOKYMHOCTb
pa3fIMYHbIX ATPOreHHbIX hakTopoB. BHe 3aBUCMMOCTM OT TMNa
MHDEKLMOHHOTIO areHTa Hanbonee HebnaronpusTHble HEBPO-
norMyeckme mcxonbl HabAOAATCS NpU  HEOHATaNbHOM
(BpoxaeHHOM) cencuce [9], 4TO HAWNO NOATBEPXAEHWE B
OMUCAHHOM HaMW KAWHWYeCKOM HabnwogaeHuu. HeratmsHoe
BIMSIHWE Cemncmca 0COBEHHO PKO BbIPAXXEHO Y HEAOHOLLEH-
Hbix aetert [10]. CornacHO nuTepaTypHbIM AAHHbIM, HEOHA-
TanbHbIA CENCUC MPUBOAMT K 3HAYMMbIM ABMraTeNbHbIM U
KOFHUTMBHBIM HapyLeHWsM B Pa3iMYHOM BO3pacTe, B T. Y. K
pa3BUTUIO AeTCcKoro LepebpanbHoro napanuya (ALM) [9-11],
3aepXKKe NCUXOPEYEeBOro U MOTOPHOIO Pa3BUTHS.

Hanbonee mn3yyeHHbIMM (hakTOpaMmu pucka MaHudecTa-
LMW 3NUAENCUM Yy HELOHOLWEHHbIX AETer SBASIOTCA OTAro-
LLEHHbIV NO 3MMNENCUN CEMENHBIN aHAMHe3, NepeHeceHHble
MHMEKUMOHHbIe nopaxeHns LUIHC, TpaBMbl ronoBHOMO MO3ra,
nepuHaTaNbHbIN MHCYNBT, @EeTaNbHbIN aNKOTONbHbIA CUHAPOM
M HekoTopble reHetTnyeckne daktopsl [12]. CornacHo naH-
HbIM HaLMOHANBHOrO peructpa AnoHuu, anunencus B nep-
Bble TPU rofia XXM3HM pa3BuBaeTca y 1,7% netei, poskaeHHbIX
C o4yeHb HM3komM maccor Tena (OHMT), uTo, No-BMAMMOMY, B
nepByto o4Yepedb CBSA3aHO C PA3BUTUEM CEMCUCA, TIXKENbIMMI
BHYTPUXENYLOYKOBbIMU KpoBom3nuaHuamm (BXK) n kucros-
HOM MepUBEHTPUKYNSAPHOM nerkoMansaumein [13]. CxoaHble
[aHHble OblAM MoNyYyeHbl M B APYrUX uccienoBaHusax [14].
Mpu poxaeHwnn feTen C SKCTPEMANbHO HW3KOM Maccowm Tena
(9HMT) puck BO3HMKHOBEHMS 3nMAencun B BO3pacTe A0
7 net kun3Hu Bo3pacrtaet fo 8,6% [15].

Hanbonee n3BectHble dakTopbl pucka pazsutng OUMM y
HEA0HOLEHHbIX ieTel BKITHYAKT PaHHUIA reCTalMOHHbIM BO3-
pacT v SHMT npu poxaeHWUM, My>XCKO non pebeHka, 3aaepx-
Ky pocta nnoza (3Pr1), MHoronnoane, MHOEKLMOHHbIE OCTOXK-
HEeHWs HeoHaTanbHOro nepuoaa (B MepByk oYepeapb Cemncuc),
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noTpebHOCTb B XMPYPrMYECKOM NeYeHuH, B MpUeMe CcTepouna-
HbIX NPenapaToB NoCie POXAEHUS, B BbICOKOUYACTOTHOW BEH-
TUNALMKU NETKUX, Hann4Me MapeHXMMaTO3HOro KpOBOM3/US-
HMS UK NoBpexaeHns 6enoro BeLLecTsa rofOBHOrO Mo3ra B
HeoHaTanbHoM nepuoge [16]. CornacHo faHHbIM MeTaaHanu-
3a A. Pascal et al,, B rpynne petei, poxaeHHbix ¢ OHMT npwm
poxaeHun, yactota passutus [LIMN coctasnset 6,8% [17].

[lBuratensHble HapyLWeHWs, BO3HMKAOLWME NPU HELOHO-
LeHHOCTH, MOrYT MpOSBAATLCS B BMAE PasnnMyHbIX GOpM
HapylWeHW [OBWXEHWUIH W PaCCTPOMCTB  KOOPAMHALMK.
B oueHke paHHMx ncxopos (18-30 Mec. ckoppekTMpOoBaH-
HOro Bo3pacta) Hanbonee 3HA4YUMbIM COCTOSIHUEM, MPUBO-
ASWMM K MHBaNMAM3auMM M COUMANbHOM Ae3ajanTauuu,
asngetca LM [16].

HeLoHOLWEHHbIe feTW 3a4aCTyto CTPAAAOT OT HapyLUeHUI
3peHuns u cnyxa [16]. B 3aBMCMMOCTM OT BbIGOPKM NaLMEHTOB
M KayecTBa 0Ka3aHMs MeLULMHCKOM NOMOLLM YACTOTa 3HAUM-
TeNbHbIX HapyLIEHUH 3peHus y NybOKOHEeAOHOLWEeHHbIX
neteit MoXeT focturaTb 4,6%, a obliee Yncno aeter ¢ nopa-
XEHWEM 3pUTENbHOr0 aHanM3aTopa COCTaBNSET OKOMO0
25% [18]. YacToTa 3HauMTeNbHbIX HapyLLeHui cnyxa y ry6o-
KOHeOoHOLWeHHbIX aeTeit BapbmpyeT oT 0,9 no 2,5%, a cym-
MapHas 4acToTa HapyLIeHUI cnyxa TSXEeNOoW u CpefHen cre-
MeHM THKeCTU MOXeT npesblwaTth 5% [16].

Ham npencraBngeTcs MHTEPECHbIM OCTaHOBMUTLCS HA ABYX
CeMeWHbIX Cy4asx — CMBCbl MY>CKOro nona (AMxopuanbHas
[LMaMHUOTUYECKas ABOMHS).

KNMHUYECKUA CNYYAN 1

MaumneHt M., 2-i cnbc 13 AUXOpUanbHOWM AMAMHUOTUYE-
CKOW ABOMHM, CKOPPEKTUPOBAHHbIN BO3PACT 24 MeC. XKM3HM.

XKanobel. Co cnoB poautenei, y ManbyMka OTMeYaeTcs
HapyLLleHWe MOTOPHOIO M NCUXOPEeYEBOro pa3BUTUS. AHOMHE3
WU3HU U 3a6onesaHus. Manbumk oT 1-i1 camocTosTenbHOM
MHoronnoaHon 6epemMeHHOCTU. TeueHne BepemMeHHOCTH: 1-14
TPUMeCTp: yrposa npepbiBaHns B 4-5 Head. recrauuu
(YTpoxecTtaH, Ho-wna), 2-1 TpuMecTp: yrpo3a npepbiBaHus B
17-18 Hep. rectaumm (YTpoXecTaH, MarHesunanbHas tepanus,
[rodacToH), B 23 Hea,. reCTaumm NpoBefeHa XMpypruyeckas
KOppeKLMs MCTMUKO-LePBUKANbHOM HeLOCTAaTOYHOCTH, C
25-1 Hepd. rectauMm - yrposa npexaeBpeMeHHbIX POAOB.
Ponopl nmepBble, onepaTMBHble HAa Cpoke 27 Hepn. rectauuu
MyTeM 3KCTPEHHOIO KecapeBa CeYeHMs B CBA3M C HaYaBLLEW-
€ pOLOBOM [AeATenbHOCTblo. Macca Tena npu poxAeHUn
970 r, aAvHa Tena 33 CM, OKPY>XKHOCTb Fr0N0Bbl 22 CM, OKpYX-
HoCTb rpyam 21 cm, oueHka no wkane Anrap 6/7 6annos.
CocTosHMe Mnocne poXAEHWUS TSKeNnoe, C poXAEHUS U [0
66 CYT. XXM3HM HAxXOAWNCS Ha PecnMpaTopHOW MoALepXKe
(nckyccTBeHHasa BeHTURaums nerkmux — MIBJ). Ha 3-u cyT. ama-
FHOCTMPOBAHA BPOXAEHHAS MHEBMOHMS, NO OAHHBIM reEMO-
KYNbTYpbl BbISIBEH CTPENTOKOKK rpynnbl B. Y pebeHka B
[MHaMUKe OTMEYanucb MOBTOPHble 3MM30A4bl BpoHXOCnas-
MOB, afMHO3, NOBTOPHble aTefniekTasbl Npasoro aerkoro. o
TSXKECTU COCTOSIHUS NPOBOAMNACK MHOTPOMHAS TepPanus Kap-
[MOTOHWYECKMMU MpenapaTaMu B BO3PaCTHbIX f03ax C 3 A0
31 cym xu3HK. Ha 20-e CyT. XM3HM OTMeYanacb CTOMKas
rmnepravkeMus (ypoBeHb rtoko3bl 16,2 MMonb/n), Ha hoHe



MHQY3MOHHOM Tepanuu MHCYIMHOM Ha 22-€ CyT. XXU3HW -
CHWXEeHME YPOBHSA INoKo3bl A0 6,9 MMonb/n. Ha 48-e cyT.
M3HM N0 AaHHBIM NONMMEPa3HON LenHoW peakumu (MLLP) B
KpoBUW 0bHapyxeH umTomeranosumpyc (LLMB), uto 6bino pac-
LEeHEeHO Kak npuobpeTteHHass popma LIMB-uHdbexumm, npo-
BOAMNACH Tepanus raHUMKIoBMPOM. 10 AaHHbIM yabTPa3By-
KOBOTO MCCNeaoBaHMs cepaua y pebeHka AMArHOCTMpPOBaH
reMoAMHaMMUYeCcKn 3HaYMMbIN QYHKLMOHUPYIOLWKIA apTepu-
anbHbIMA MPOTOK, CAMOMNPOWU3BOJIbHOE 3aKpbITUE apTepuab-
HOro MpOTOKa MPOM30WA0 Ha 29-e CyT. Xu3Hu. PebeHky
NpOBOAMAUCL MOBTOPHbIE TPAHCHY3UM CBEXE3AMOPOXKEH-
HOW MAa3Mmbl, TPAHCHY3MU OTMbITbIX IPUTPOLUTOB, TPAHCDY-
315 TPOMDOOKOHLEHTpaTa.

B HeoHaTanbHOM nepuopne pebeHOK perynspHo ocMaTpu-
BaNCS BPa4YOM-HEBPOOrOM, B HEBPOMOrMYECKOM CTaTyce B
OVHAMWKe OTMeYanochb BblpaxeHHoe yrHeTeHune LIHC, and-
(dy3Has MbileyHas runotoHus, rmnopednekcms. B Bo3pacre
4 cyT. KM3HKM Yy pebeHKa OTMeYanucb NMoBTOPSHOWMECS NMaPOK-
CU3Mbl B BMAE TOHMYECKOTO HAMPSHKEHWUS KOHEYHOCTEN B
COYEeTaHMM C 3aBeAeHMEM MMa3HbIX 010K BBEPX AIUTENbHO-
CTbi0 0 3 MUH.

Mo AaHHbIM aMIAUTYAHO-UHTErprpoBaHHoi 331 (a33r) B
noctkoHuenTyansHoMm Bo3spacte (MKB) 27 Hep. 3apeructpu-
POBaH MpEPbLIBUCTbIAN MATTEPH C BKIKOYEHUEM MKTaNbHOWM
3nmMnenTMdOPMHOM aKTUBHOCTU.

Mo paHHbiM HCT B MKB 28 Hep. BbigaBneHo BXK 2-i1 cTe-
neHn C ABYX CTOPOH (puc. 1a), no aaHHbiM MPT ronoBHoro
mo3ra B [1KB 36 Hen. BepnduumposaHbl nocnenctemns BXK
2-11 CTeNeHW B BMAE BbIPAXKEHHOIO PACLIMPEHUS BHYTPEHHMX
JIMKBOPHbIX MPOCTPAHCTB B COYETAHWMU C HE3HAYWUTENbHbLIM
pacWMpeHNEM HapPyXHbIX IMKBOPHbIX MPOCTPAHCTB (puc. 16).

KoHcynemauus epa4a-eeHemuka. 3aknto4eHne: AaHHbIX 3a
reHeTM4ecKylo naTonorni He BbigBNEHO. KapuoTtun Hop-
ManbHbIA MyXCKomr XY.

B cBS3M C pa3BuTMEM MOBTOPHbLIX CYAOPOXKHbIX MApOK-
c1M3MOB Oblna Hayata MpOTMBO3IMMAENTMYECKAs Tepanus
6eH3zogmazennHom B pose 0,6 Mn/cyT. Ha 9-e CyT. M3HWU,
YUMTbIBAsi COXPaHAIOLLMECS NAPOKCM3Mbl B BUAE TOHUYECKO-
ro HanpsKeHMs KOHEeYHOCTel B COYEeTaHWM C 3aBefeHWEM
rnasHblx 9610K BBEPX, HANMUYME MKTaNbHOM 3nunenTudopm-
HOM aKTMBHOCTM MO AaHHbIM al3[, HEBO3MOXHOCTb Mepo-
@ PucyHok 1. [1aHHble HeMpoBKM3yanusaumm naumeHTa M. B Heo-
HaTafnbHOM nepuoae
@ Figure 1. Neuroimaging data of patient M. in the neonatal
period

a - HeiipocoHorpacdms nauuenta M., MKB 28 Hep. (caruTTanbHoe ceveHue). Ha npencraBneHHbIX
n306paxeHnsx nokasaHo BXK 2-i crenenu B coueTaHmm ¢ paclumpeHmnem GOKOBOrO XenyaouKa;
6 - MP-Tomorpadus ronosHoro Mosra nauueHta M., MKB 36 Hepn. (bpoHTanbHoe ceyeHwe).
BeHTpukynomeranus.

panbHOro BBEAEHWS MEeAMKAMEHTO3HbIX MpenapaToB U
OTCYTCTBME 3aperncTpupoBaHHoi B Poccuiickon Mepepaunm
napeHTepanbHoi dopMbl GeHobapbuTtana, B NpPOTMBO3MNMU-
nenTuyeckylo Tepanuio fobaBneHa BanbnpoeBas KUCI0Ta B
nose 15 mr/kr/cyT. C 28-X CyT. XM3HM B CBA3M C NpoOrpeccupy-
fowein TpomboumuToneHnen M OTCYTCTBMEM KIMHUYECKOTO
addekTa npousBeneHa OTMEHa BanbMpPOEBOM KUCNOTbl U
6eH304Ma3enmHa, C Y4eTOM Hayana nepopanbHOro BCKapM-
NMBaHUA Ha3HaveH deHobapbutan B go3e 10 mr/kr/cyT per
0S, raMMa-oKCcMMacnsHas kucnota B go3e 30 Mr/kr/d, c
47-X CYT. XM3HM Ha doHe Tepanuu 6apbuTypataMu KnHuYe-
CKMe 1 3nekTpo3Huedanorpaduyeckme nposBneHns Cyno-
POXHOrO CMHAPOMA OblAK KynupoBaHbl. [py AHaMUYeCckoM
HabnoaeHUn B OTAENEHMM MATONOrMM HOBOPOXAEHHbIX W
HeLOHOLEHHbIX AeTel NMOBTOPHbIX CYLOPOr He OTMEeYanocs,
NpoTMBO3MUAENTNYECKAs Tepanus Oblna OTMeHeHa, B BO3-
pacte 104 cyT. Xu3HM pebeHOK B YOOBNETBOPUTENbHOM
COCTOSIHMM BbIMUCAH AOMOMN.

LuaeHo3 npu seinucke

BpoxaeHHbIM  cencuc  (CTPEMNTOKOKK  rpynnbl  B).
BpoxaeHHas nHeBMoHus. OBC-cuHapom. lMpuobpeteHHas
UMB-nHbekums. ATenektas BepxHei A0AM NPaBOro Nerkoro.
BpoHxoneroyHas aucnnasus cpegHen TaxecTu. femonuHa-
MWYECKM 3HAUMMbIW OTKPbITbIN apTepuanbHbii NPOTOK (CamMo-
crosTenbHoe 3akpbitue). BXXK 2-i cteneHun ¢ aByx CTOPOH.
KpoBou3nugHue B MO3XKe4yok. HeoHaTanbHbie Cygoporu.
AHEMWS HeLOHOLWEHHbIX. TpaH3UTOpHasg runeprankemms
HeLOHOLWEHHbIX. PeTMHONATUS HELLOHOWEHHbIX 2-i CTENeHMW.
JKCTpeManbHO HM3Kasg Macca Tena npu  POXKAEHUN.
HepnoHoweHHOCTb 27 Hea.

HeBponoruueckuii ctatyc naumeHTa M., CKOpPpeKTUPOBaHHbIN
BO3pacT 6 Mec.

Co3HaHue coxpaHeHo. O6LeM0o3roBoi, MEHUHIeanbHoM
cuMnToMaTuku HeT. OkpyxHoCTb ronoBbl (Ol 42 cm, 6onb-
wor pofHuyok (6/p) 1,5 x 1,5 cMm. YepenHo-mo3rosas
nHHepBaums (UMU): 060HAHME OPUEHTMPOBOYHO HE Hapy-
LeHO. 3peHMe OPUEHTUPOBOYHO He CHMxeHo. PoTopeakumum
XMBble, CUMMeTpUYHble. CTpabu3M HENOCTOSHHbIN, pacxoas-
LMIACS C ABYX CTOPOH. [IBUXEHUS rNa3HbIX S610K B MNOMHOM
obbeme. JInuesas Myckynatypa cuMmeTpuyuHas. Ciyx opues-
TMPOBOYHO COXpaHeH. Huctarma Het. bynbbapHbix Hapyue-
HUIA HeT. [lonoxeHne ronoBbl, NAeY MO CPeaHen JUHUM.
O6beM aKTMBHbIX WM MACCUBHBLIX ABMXKEHWIA HE CHUXKEH.
MbILEYHBIM TOHYC — BblpaXXeHHas ANPdY3Has CMMMETPUY-
Hasg rMNOTOHMS BO BCEX rpynmnax MbillL, NPy CMeHe Monoxe-
HWS Tena B MPOCTPAHCTBE MNOSBASKOTCH LMCTOHMYHbIE yCTa-
HOBKW BEPXHUX KOHeYyHocTel. CyXOXMNbHO-NEpPUOCTanbHble
pednekcbl BbICOKME CO BCEX KOHEYHOCTEN, CUMMETPUYHDIE,
pedneKkcoreHHble 30HblI PACLIMPEHbBI C HUXKHUX KOHEYHOCTEN.
be3ycnoBHo-pednekTopHas LesTenbHOCTb COOpMMPOBaHa B
COOTBETCTBMM  CO  CKOPPEKTMPOBAHHBIM  BO3PaCTOM.
MOTOpHble HaBbIKM — FONOBY YAEPXKMBAET, NEPEBOPAYMNBALT-
€S CO CMMHbBI Ha XMBOT B 0b6e CTOPOHbI. Bbiclune KopkoBble
bYHKLUMM: aKTUBHOE TyNeHue, 3NeMeHTbl eneTa, ynoibaercs,
CMeeTCs, pearvpyeTt Ha poauTenen, NpUCyLLIMBAETCS K peyn,
MHTEPECYEeTCS UrpyLIKaMK, TAHETCS K NpeaMeTaM, MNbiTaercs
3axBaTblBATb UrPyLLKK 0BENMU pyKaMu, pacCMaTPUBAET Kap-
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TUHKKU. Ha 0CMOTp pearupyeT HeraTMBHbIM NaaveM, yenmue-
HMEM 0ObeEMA ABUKEHUI.

OueHKa MOTOPHOIO W MCUXONPeapPeYeBOro pa3BUTHS Mo
LUKane MeHTaNbHOro pa3BuTus IpndGOUTC — aKTyanbHbIR BO3-
pacT pa3BuTms 2 Mec.

Pesynsmamel 06cnedosaHus

I3l - Ha doHe yrHeTeHUs BUO31eKTPUYECKOM aKTUBHO-
cm (B3A) ronosHoro Mosra, HecOpMMPOBAHHOCTU OCHOB-
HbIX KOPKOBbIX PUTMOB PErUCTPUPYETCS 3NUAENTUDOPMHas
aKTUBHOCTb B BWAE KOMMIEKCOB «OCTpas - MepaJieHHas
BOJIHA, MOMMMUK — MEL/IEHHas BOJIHA B MPaBoOi BMCOYHOW
obnactuy»; MHAEKC NpeaCTaBNeHHOCTM MeHee 5%; MKTanbHas
3NMNenTUYecKas akTMBHOCTb HE 3aperncTpuMpoBaHa (puc. 2).

@ PucyHok 2. 331 naumenta M., CB 6 mec.
® Figure 2. EEG of patient M., corrected age of 6 months old.

KoHcynbTaums okynmucra — cxopswieecs OBYCTOPOHHee
Kocornasue, 4actuyHasa aTpodums 3puTeNbHbIX HEPBOB 000MX
rnas.

[OuarHo3 «[llocnencTBus nNepuHATanbHOro MOpPaXeHus
LUHC cmMewaHHoro reHesa, CMHAPOM MbILLEYHOW OMCTOHMM,
CUMHAPOM [BWraTenbHbIX HApyLIEHW. 3aAep)Kka MOTOPHOIO
M NCUXOMNPELpPEeYEBOro pa3BUTUS CpeAHEN CTENEHU TIXKECTU.
HeoHaTanbHble cynoporu B aHaMHese. Cxopaweecs ABYCTO-
pOHHee Kocornasume. YacTuyHas aTpodus 3puUTENbHbIX
HepBoB 0boux rnas. HepoHoweHHocTb 27 Hen. SHMT npwu
POXLAEHUMY.

[ononHUTENbHO M3 aHaMHe3a M3BECTHO, YTO B BO3pacTe
11,5-12 CcKOPpPEeKTMPOBAHHBIX MECSALEB XWU3HW POAUTENN
pebeHKa cTanu oTMeyYaTb NosSBJEHWE 3NU30A0B B BUAE 3aBe-
[leHWS rNa3HbIX 610K BBEPX M B CTOPOHbI C KPAaTKOBPEMEH-
HOW OCTaHOBKOW [BWraTesbHOM aKTMBHOCTM OO MATU MNpu-
CTYNoB B A€Hb, Yepe3 HECKO/bKO AHel Nocae Hayana npuco-
eVHUINCL CUMMETPUYHbIE KJIOHMYEeCKMEe MOAEepPrMBaHMS
KOHEYHOCTEW.

HeBponoruueckuii cratyc naumeHta M., cKoppekTUpPOBaHHbIN
Bo3pact 12 mec.

Bo Bpems ocMoTpa BbISIBNEHbI €AMHUYHbIE KpaTKOBpe-
MEHHble MapOoKCM3Mbl B BMAE 3aBefeHMst MasHbix 56710k
BBEPX M BMPaBO ANUTENbHOCTbIO A0 2 €. CO3HaHWe coxpaHe-
HO. OBLLEMO3rOBOM M MEHMHIEaNbHOM CMMNTOMATUKK HeT. O
445 cm,6/p 1,0 x 1,0 cM. YMU: 060HAHME OPUEHTMPOBOYHO
He HapylweHo. 3peHWe OPUMEHTUPOBOYHO HE CHUXKEHO.
MdoTopeakunn xueble, cuMMeTpuYHble. CTpabun3M HenocTto-
SHHbIW, PAaCXOAAWMIACS C ABYX CTOPOH. [ABUXKEHMS TNa3HbIX
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9610k B NonHOM obbeme. JnueBas Myckynatypa CMUMMeTpUY-
Has. Cnyx OpWMEeHTMPOBOYHO COXpaHeH. Huctarma Het.
BynbbapHbIX HapylleHuit HeT. [onoxeHne ronosbl, Naey no
cpeaHert nuHUKM. O6beM aKTMBHbIX M MACCUBHBIX ABMXKXEHMIA
He CHWXeH. MbllweyHbli TOHYC — Anddy3Has CUMMETPUYHAS
TMNOTOHMS BO BCEX rPynmnax MbllL, MPU CMEHe MOAOXEHUS
Tena B MPOCTPAHCTBE OTMEYAETCS HapacTaHWe MbIWeYyHoro
TOHYCa B AMCTa/bHbIX OTAENAaX HUMXKHUX KOHEYHoCTel, hop-
MUPOBaHNE ONCTOHMYHbIX YCTAHOBOK BEPXHUX KOHEYHOCTEMN.
CyXOxUnbHO-NepuocTanbHble pednekcbl BbICOKME CO BCEX
KOHEYHOCTEN, CUMMETPUYHbIE, pedieKCOreHHbIe 30Hbl pac-
wnpeHbl. CNOHTaHHbIN pedniekc BabmHCKOro € ABYX CTOPOH.
MOTOpHbIe HaBbIKM — FONIOBY AEPXKMT, NepeBOpPa4YMBaAETCS CO
CMWHbI Ha XMWBOT M C XMBOTA Ha CNUHY B 06e CTOPOHBI, He
CUOMT, He MON3aeT, He CTOMT y onopbl. Beiclume KopkoBble
byHKLUMM: neneT 3MOLMOHANbHO OKpalleHHbIW, ynbibaeTcs,
CMeeTcs, pearmpyeT Ha poauTenen, MpuCcIyLLIMBAETCa K peyn,
YaCTMYHO MOHMMAET MHTOHALMOHHO OKPALLIEHHYI peyb, Ha
NUMA HE OTKIMKAEeTCA, MHCTPYKLUWW HE BbIMOHAET, UHTEpPECY-
eTC UrpyLWKaMu, TAHETCS W 3axBaTbiBaeT NpeaMeTbl, Nepe-
KNaAblBaeT UrPyLWKU U3 PyKM B PYKY, MUHLETHbIA 3axBaT u
yKa3aTenbHbIM XecT He cOPMUPOBaHbI, BO BpEMS KopMie-
HUS He yaepXuBaeT OyTbINouKy, HE MOMb3yeTcs JOXKKON
YallKoW. Ha oCcMOTp pearnpyeT HeraTMBHbLIM MAaYeM.

OueHka MOTOPHOrO M MNCUMXOPEYEBOrO Pa3BUTUS MO
LUKane MeHTaNbHOro pa3BuTus pudOUTC — akTyanbHbIR BO3-
pacT pa3suTua 5 mec.

Pesynsmamel 06cnedosaHus

I3[-MOHWUTOPWMHT CHa B TeYeHWe 2 Y — BbIsIBNEHA MYNbTU-
pervoHanbHas anunenTMdopMHas akTMBHOCTb B BU/LE BbICO-
KOAMMAWUTYAHbIX KOMMIEKCOB «OCTpasi — MeAJIeHHasl BOJHa,
MWK~ NOAUMUK-BOSTHA B 060MX NoNyLlapusx, C aMiaUTyAHbIM
M WMHOEKCHbIM npeobnafaHneM B LEeHTPanbHO-TEMEHHO-
BMCOYHbIX OTBEAEHMSAX C IBYX CTOPOHY» (puc. 3).

KoHcynsmauus epaya-snunenmosnoza

[OunarHos «CTpykTypHas anunencus ¢ QOKanbHbIMM
MOTOPHBIMU MPUCTYNAMU».

HasHaueHa npoTMBO3MMAENTUYECKAs Tepanus Banbnpo-
eBoi kucnoton B gose 40-50 mr/kr/cyt, pobaeneH B Tepa-
nui neeBeTupaueTam B Ao3e 30 Mr/Kr/cyT, 4yTo MpuUBENo K
KYNUPOBaHWUIO INUNENTUYECKMUX NPUCTYNoB. Yepes 3 Hep. OT
Hayana Tepanuu neBeTMpaLeTamMoM y pebeHka BO306HOBU-

® PucyHok 3. 33[-MOHUTOPUHT naumenTa M., CB 12 mec.
® Figure 3. EEG monitoring of patient M., corrected age of 12
months old.
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JIMCb CYAOPOXHble MPUCTYMbl B BUOE 3aBELEHWMS TNA3HbIX
610K BBEPX B COYETAHUM C KNOHWUYECKUMU NMOAEPTrUBAHUS-
MW KOHEYHOCTEW ANWUTEeNbHOCTbIO A0 1 MMH C 4acToTon [0
10 pa3 B cytku. [Jo3a BanbnpoeBoi KMCOTbl Bblna yBennye-
Ha go 50 mr/kr/cyT. Ha doHe npoBOAMMOM NpoTMBO3NMAEN-
TMYECKOM Tepanuu B TeYeHUe 3 Hefl. KIMHUYECKne npossne-
HWUS CYAOPOXHbIX MAPOKCM3MOB COXPAHSAIUCH, MO AAHHbIM
33[-MOHWUTOPUHIa He OTMEYanoCh NONOXUTENbHOM AMHAMM-
KW, B CBA3M C YeM OblNo NPUHSATO pelleHne O 3aMeHe NeBe-
TMpaLeTaMa Ha 6apbuTypaTbl C HaYaNbHOW A03bl 5 MI/Kr/cyT
[0 TepaneBTnyeckon Ao3bl 8-10 Mr/Kr/cyT ¢ NONOXMTENb-
HOW AMHAMMKOMN.

MPT ronoBHoro mMo3ra, CKOppeKTUpPOBaHHbIM Bo3pacT 12 mec.

Onddy3Has KopkoBO-noakopkosas cybatpodus 60/b-
WKMX MoNylapueB, BTOPUYHAS BEHTPUKYNOMEranus npu
COXpPaHHOM NUKBOPOAMHAMUKKeE, aTpoduyeckas peaykums
o0bbeMa 3puTenbHbix ByrpoB, 0CTaTOYHas NOCTIMNOKCMYecKas
NeKonaT1s NepuBEHTPUKYNSPHBIX 30H.

KoHcynbTaums okynmucta — CXOAsLLeecs ABYCTOPOHHee
Kocornasue, 4yacTMyHas aTpodus 3puTeNbHbIX HEPBOB
oboux rnas.

[wnarHo3 «[MocnencTBus MepuMHATANbHOMO MOpaXeHUs
LUHC cmewaHHoro reHesa, CMHAPOM MbILEYHOW OUCTOHUM,
CUHOPOM [BWUraTenbHbIX HapyLleHWh. Taxenas 3anepxka
MOTOPHOrO W McuxonpenpeyeBoro passutus. CTpyKTypHas
anunencus ¢ GoKanbHbIMM MOTOPHBIMM MPUCTYNamMu. Yrpo3a
dopmupoBanus JLIMN. Cxopduieecs ABYCTOPOHHee Kocorna-
3ne. YactnyHas atpodums 3puTenbHbIX HEPBOB 000MX Mnas.
HenoHoweHHoCTb 27 Hea. SHMT npu poxkaeHuUm».

HeBponoruueckuii cratyc naumeHTa M., CKOppEKTUPOBaHHbI
BO3pacT 24 mec.

CoxXpaHsHTCS BbISBNEHHblE paHee HapyLleHWs [ABura-
TeNbHO-pednekTOpHOM Cdhepbl M BbICIIMX KOPKOBbIX GYHK-
UMIA; OOMOMHUTENBHO OTMEYanocCb MosBNEHWE KpaTKoBpe-
MEHHOW OMOpbl Ha NepeaHuiA Kpaw CTOMbl NPU BEPTUKANM3a-
LnK, NOSIBNIEHWE CNOrOBOrO NeneTa.

OueHka MOTOPHOTO M MNCUXOPEYEBOr0 Pas3BUTUS MO
LKane MeHTanbHOro passuTms PUdPUTC — akTyanbHbIM BO3-
pacT pa3BuTua 8 Mec.

Pe3ynsmamel 06cnedosaHus

33l - 33apepxka GOPMMPOBAHUS BO3PACTHbLIX PUTMOB,
TMNUYHAaga aNunenTMdOopMHas akTMBHOCTb HE 3aperncTpmpo-
BaHa.

MPT ronosHoro mo3ra - auddy3Has KOpKOBO-NOAKOPKO-
Basg cybaTpodusa BonbluMx MNonylWwapues, BEHTPUKYNOMera-
s (puc. 4).

KoHcynbTaumsa noronepa-gedekronora — HapylweHue
MbILIEYHOr0 TOHyCa OpPraHOB peYyeBOro ammnapara no Tuny
TMNOTOHUM, CUCTEMHOE TSKENO0e HeA0pa3BUTUE peYn.

KoHcynbTaums okynucta — 4yactmyHas atpobus 3putens-
HbIX HEpBOB 000OMX rNa3.

O6Luee 3akn04eHne

Takum 06pa3oMm, Ha OCHOBAHWUM LAHHbIX aHaMHe3a, ANHa-
MWUYECKOro HEBPONOrMYeckoro HabnoaeHWs, pesynsbTaToB
obcnenosaHung pebeHky B Bo3pacTe 24 CKOPPEKTUPOBAaHHbIX

® PucyHok 4. MP-ToMorpacdums ronoBHoro Mo3ra naumeHta M.,
CB 24 mec. (ppoHTanbHoOe ceveHme)
® Figure 4. The brain MRI of patient M., corrected age

MecsLeB XM3HM Obln BbICTaBNeH AuarHos «[eTckuii uepe-
6panbHbli Mapanuy, aToHMYyecku-acTatuyeckas @opma.
CTpyKTypHas 3nunencus, Ctagus KIMHWKO-MeAMKAMEHTO3-
HOM pemMmnccmn. 3aaepXKka MOTOPHOMO U MCUXOPEYEBOro pas-
BUTUS TsHKenon creneHun. Cxoagiieecs OBYCTOPOHHee KOCO-
rnasue. YactnyHas atpodus 3puTenbHbIX HEPBOB 060MX rnas.
HenoHoweHHoCTb 27 Hea. SHMT npu poxxaeHum».

KNMHUYECKUNA CNTYYAN 2

Naument O., 1-1 cMbc U3 guxXopuanbHoOM AMAMHUOTUYeE-
CKOM ABOMHM, CKOPPEKTUPOBAHHbIM BO3PACT 24 MEC. XKU3HM.

XKanobei. Co cnoB poautenei, 6E€CNOKOMHbINA COH, Hera-
TMBHO pearnpyeT Ha OCMOTP Bpayeil.

AHamHe3 xu3Hu u 3abonesaHus. Manbumk oT 1-i camo-
CTOSTENBHOW MHOTrONA0AHOM 6bepemeHHOCTH. TeyeHme Bepe-
MeHHOCTM: 1-M TpuMecTp: yrpo3a npepbiBaHMa B
4-5 Hepn. rectaummn (YTpoxectaH, Ho-wna), 2-# TpumecTp:
yrpo3sa npepbiBaHusa B 17-18 Hepn. rectaumm (YTpoxecTaH,
MarHesunanbHas Tepanwug, JiodactoH), B 23 Hea. rectaumu
NpoBeAEeHa XMPYpruyeckas Koppekuus MCTMUKO-LEepBU-
KanbHOW HemoCTaTOMHOCTWU, C 25-i Hepn. rectaumm yrposa
npexneBpeMeHHbIX poAoB. Posbl NepBble, ONepaTMBHbIE Ha
cpoke 27 HeA. rectauMmn NyTem 3KCTPEHHOTO Kecapesa ceve-
HMS B CBA3M C HAYaBLIENCS pOAOBON AesTeNbHOCTb0. Macca
Tena npu poxaenun 980 r, anuHa Tena 34 CM, OKPYXHOCTb
ronoBbl 23 CM, OKPYKHOCTb rpyam 21 cM, OLLeHKa No WwkKane
Anrap 5/7 6annoB. CocTosiHWe nocne poxAeHUs TSXeNoe, fo
21 CyT. XM3HW HAXOAMNCS HA pecnMpaToOpHOM MoadepkKe
(HemHBaszmBHag WMBJ1 Biphasic, CPAP). Ha 3-u cyT. *u3Hu,
YUYnUTbIBAS KAMHMYECKMEe W NabopaToOpHO-UHCTPYMEHTANb-
Hble AaHHble, BbICTaB/EH AMArHo3 «BpoxaeHHas MHEBMO-
HWs», HayaTa aHTMBakTepuanbHag Tepanus. B kapanotoHu-
Yyeckor nopaepxke He Hyxaancsd. Ha 52-e cyT. xu3Hu 6bin
obcnenosaH Ha UMB-mHbekumio B CBS3M C BbIIBNEHMEM
reHoma LIMB y BTOporo pebeHka w3 [OBOWHM; BbISBNEH
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reHoM B aHanuse Moy pebeHka, BbICTaBNEH [MAarHo3
«[pnobpeteHHas dopma LUMB-uHdekummn», cneunduve-
cKkas Tepanusa He NPOBOAMNACH.

3a BpeMs HaxoXAeHWs B HeOoHaTaNbHOM CTauMoHape
pebeHOK HeofHOKpaTHO OCMAaTpMBaNCs BpPayOM-HEBPO/O-
rom. B LMHaMuke HEBPONOrMYecKuid CTaTyC COOTBETCTBOBA
rectalMOHHOMY BO3pacTy.

Mo paHHbIM @331 B BO3pacTe 4 CyT. XKM3HWU 3aperncTpmupo-
BaH MPEepbIBUCTbIM NATTEPH C HOPMasibHbIM BOSIbTAXEM, 6e3
3NmMnenTMdOPMHOM aKTUBHOCTU.

Mo panHbiM HCT B MKB 28 Hepn,. BbISBNEHO BbIpaXeHHOE
MOBbILIEHWE IXOTEHHOCTU NEPUBEHTPUKYASAPHBIX 30H C ABYX
CTOPOH (MpW3HaKK CTPYKTYpHOW He3penoctu) (puc. 5a).

Mo pesynstataMm MPT ronosHoro mo3ra B [1KB
36 Hed. — NpPW3HaAKW CTPYKTYPHOW HE3penocTu; 04aroBbixX
WM3MEHEHMI BELLECTBA MO3ra He BbiSBNEHO (puc. 56).

KoHcynsmauus spaya-eeHemuka

[laHHbIX 33 reHeTMYecKyr MaToNorMi He BbISBIAEHO.

@ PucyHok 5. [laHHble HelpoBu3yanusaumm naumeHTa [. B Heo-
HaTanbHOM nepuoae

® Figure 5. Neuroimaging data of patient D.in a 24-month
neonatal period (frontal view)

a - HCT naunerTa [., MKB 28 Hep. (akcuanbHoe ceyeHue);
6 - MP-ToMorpadus ronosHoro mo3ra nauventa ., MKB 36 Hep,. (akcuanbHoe ceyeHue).

KapuoTtun HopManbHbIA Myckom XY.

Ha 62-e cyT. Xn3Hu pebeHOK BbIMMCAH 4OMOW B yAOB/ET-
BOPUTENIBHOM  COCTOSHMW. [IMarHo3 npu  BbINUCKe
«BpoxaeHHas NHEBMOHUSA. AHEMWMS  HELOHOLWEHHbIX.
MnepbunnpybuHeMms HeaoHOWeEHHbIX. [1TpuobpeTeHHas
UMB-uHdekums, beccuMnToMHOe TevyeHue. IKCTpeManbHO
HM3Kag Macca Tena npu poxXaeHun. HepaoHOWeEHHOCTb
27 Hen.».

Hesponoruveckuit cratyc naumenta [l., CKoppeKTMpOBaHHbI
BO3pacT 6 mec.

Co3HaHue coxpaHeHo. ObLeM0o3roBoi, MEHMHIeanbHOWM
cumnToMatuku Het. Ol 44,5 cm, 6/p 1,5 x 1,5 cm. UMU: 6e3
o4yaroBoi cumnToMaTkn. O6beM aKTUBHbBIX WM MACCUMBHbBIX
LBWKEHWI HE CHWXKEH. MbllWeYHbI TOHYC GU3M0NOrM4ecKni,
CUMMETPUYHBIN. CyXOXMIbHO-MEPUOCTaNbHble pedneKchbl
XMBble, CMMMeTpu4Hble. be3ycnoBHo-pednekTopHas aes-
TeNbHOCTb COOPMMPOBAHA B COOTBETCTBMU CO CKOPPEKTUPO-
BaHHbIM BO3PacTOM. MOTOPHbIE HABLIKM — TONOBY LEPXKMT,
nepeBOpayMBaeTCs, CUAMT. Bbicwme KOpKOBble QYHKLMK:
aKTMBHbIA neneT, ynbibaeTcs, cmeeTcs, auddepeHumnpyet
CBOMX U YYKMX, OTKIMKAETCS HA MMS, pearmpyeT Ha oTpaxe-
HWMe B 3epkane, NMPUCIYLWIMBAETCS K PEYU, MHTepecyeTcs
UrpyLUIKaMK, 3axXBaTblBAET M MaHUMNyAMPYeT MNpenMeTamu,
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BblLENgeT N0OMMYI UrpyLLIKY, CAyWAEeT My3biky. Ha ocMoTp
pearvpyeTt yBeNMYEHWEM [ABUraTeNbHOW aKTUMBHOCTM, CMe-
XOM, IeNneToM.

OueHKka MOTOPHOTO M NCUXONPeLpPeYeBOro pa3BUTUS Mo
LKane MeHTanbHOro passutns IpubdMTC — akTyanbHbI BO3-
pacT pa3suTms 6 mMec.

Pe3zynemamel 0b6cnedosaHus

330 - BJA ronoBHOro Mo3ra COOTBETCTBYET BO3PACTHOM
HOpMe, TUNUYHAa 3NuNenTUMOOPMHas akTUBHOCTb He 3aperu-
CTpMpoOBaHa (puc. 6).

JuazHo3. Ha MOMEHT 0CMOTpa B HEBPONIOrMYECKOM CTa-
Tyce 06LWeM03roBoM, MEHMHIEaIbHOM, 04aroBOW HEBPONOTK-

® PucyHok 6.331 naumenTa ., CB 6 mec.
® Figure 6. EEG of patient M., corrected age of 6 months old.
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YecKoM CMMMTOMATWMKM He BbISBNEHO. MOTOpHOE M MCUXo-
npenpevyeBoe pasBUTHE COOTBETCTBYET CKOPPEKTMPOBAHHO-
My BO3pacTy. HepoHoweHHocTb 27 Hed. DHMT npu poxae-
HUW.

B Bo3pacTe 12, 24 cKOppeKTMPOBaAHHbIX MECSLIEB XXM3HM
B HEBPOJIOrMYECKOM CTaTyCe He BbIsSIBJEHO 06LEMO3rOBON,
MEHMHreanbHOM, O4aroBOW CMMMNTOMATWUKK, MOKa3aTeNu
MOTOPHOTO W MCMXOPEYEBOr0 Pa3BUTUS COOTBETCTBOBAM
CKOppEKTMPOBAHHOMY BO3pacTy. 10 AaHHbIM MHCTPYMEH-
TanbHoro obcnenosarms (MPT ronosHoro mo3ra, 330 nato-
nornyeckne U3MeHeHust OTCYTCTBOBAM.

O6Luee 3akn04eHne

TakuM 06pa3oMm, Ha OCHOBAHWUM LAHHbIX aHaMHe3a, AUHa-
MWUYECKOro HEBPONOrMYeckoro HabnoaeHus, pesynsbTaToB
obcnenoBaHns BbiN0 YCTAHOBAEHO, YTO HEBPONOTMYECKUIA
CTaTyC, MOTOPHOE M MCUXOpeyeBOe PpasBWUTME NalMeHTa
COOTBETCTBOBA/IO BO3PACTHOM HOpPMeE Ha BCeX 3Tanax Habnto-
neHuns B Bo3pacte 6, 12 n 24 ckOppeKTMpPOBaHHbIX MECSLEB
XKU3HMU.

OBCYXIOEHME

PasBuTME COBpEMEHHbIX MNepUHATANbHbIX TEXHONOrMM
MpWBENo K NOBbILEHWIO NOKa3aTenen BbiKMBaeMoCTh rybo-
KOHeaoHowWeHHbIX AeTei. OQHAKO Yy BbKMBLUMX AETEN YacTo
[LIMArHOCTUPYHOTCS PasnyHble HEBPONOTMYECKME HAPYLLEHUS.

[MaToreHes NOBpPeXAeHWS roI0BHOMO MO3ra HefOHOLIEH-
HOro pebeHka B MepMHATaNbHOM Mepuofe ABASETCS CNOX-
HbIM W MynbTUGAKTOPHBIM. Kak M3BECTHO, FON0OBHOM MO3r



rnybOKOHeAOHOWEHHOrO pebeHka MMeeT psa  aHaToMo-
dur3nonornyeckmx 0CobeHHOCTE: TEPMUHANbBHBIA TUMN KpO-
BOCHAOXeHwus, OTCYTCTBME ayTOpPerynsuum MO3roBoro KpoBo-
TOKa, HU3KYI CKOPOCTb KPOBOTOKA B HEIOM BeLLEeCTBe, KOTO-
pble MpU HanW4MK NoBpexaatolero Gaktopa cnocobCTByOT
(hOPMMPOBAHMIO CTPYKTYPHOTO LiepebpanbHoro aedekta [19].

K Benywum dakTopaM pucka pasBUTUS NATONOMMYECKMX
COCTOSIHUI Y TNYOOKOHEAOHOWEHHbIX AEeTel CO CTOPOHbI
HEPBHOW CUCTEMbI, BAWUSIOWMX Ha OTAANEHHbIA MPOrHO3
3aboneBaHus, OTHOCATCA: OCIOKHEHHOE TeyeHue bepeMeH-
HOCTM, OMMNOPTYHUCTUYECKME MHDEKLMM MaTeEPU, BPOXKAEH-
Hag WHbekums, Tkenas achukems, GYHKLMOHUPYHOLWMIA
apTepuanbHbIi NPOTOK, AblXaTeNbHble HapyLUEHWSs, COBOKYM-
HOCTb ATPOreHHbIX (AKTOPOB (NepenvBaHWe npenapaToB
rpynnbl KPOBW, BONE3HEHHbIE TepaneBTUYeCKMe MaHWNyns-
LMK, OAUTENBHOCTb U MHBA3MBHOCTb UCKYCCTBEHHOM BEHTU-
naumn nerkux u ap.) [20].

OnHOM M3 KNoYEeBbIX 0COBEHHOCTEN DYHKLMOHMPOBAHMS
MMMYHHOM CUCTEMbI Y TyOOKOHEAOHOLEHHbIX AeTei gBns-
eTC AOMWHWPOBaHME MPOBOCMANUTENbHbIX NMPOLLECCOB HAfA
NPOTUBOBOCMANUTENBHBIMU, YTO NMPUBOAMT K reHepanu3auum
MHMEKUMOHHOrO NpoLecca u ganbHenwemy GopMmMpoBaHMIO
CUCTEMHOW BOCMANUTENbHOM peakuuu, KOTopast B KOHEYHOM
uTOore CNocobCTBYeT MOPAXKEHWUIO FONIOBHOMO MO3ra v A0MNOI-
HWUTENbHO ApYrMx cucTeM opraHusma [21, 22]. B nocneanue
rogsl B GOpMMPOBAHMM MepuHaTanbHOro nopaxexus LIHC
6onblioe BHUMaHWe yaensetcs MHOEeKLMOHHOMY npoLeccy B
HeoHaTasbHOM MNepuofe, YTO HaWIo MOATBEPXKAEHME B
HaleM MccnenoBaHum. Y BToporo cnbca, No AaHHbIM aHanm-
3@ TeMOKY/bTYpbl, MOATBEPXKAEHO TeYeHUEe BPOXAEHHOIO
Cencuca, BbI3BaHHOroO CTPeNTOKOKKOM rpynnbl B, no aaHHbIM
MUP noateepxaeHo Hanuume npuobpeteHHon LIMB-
nHbeKunm.

[ercrtBrne noBpexaarLmMx GakTopoB Ha He3penbli MO3r
onpepenseT pazHoobpasme coYeTaHU ABUraTENbHbIX U CeH-
COPHbIX PAaCCTPOMCTB C Pa3AMYHbIMM CPOKaMu MaHudecTa-
LMW, KOPPEKTHAs OLeHKa KOTOPbIX BO3MOXHA TOMBKO B MPO-
Lecce AMHAMMYeCcKoro HabnaeHns u KOMNIEKCHOTO KNUHM-
KO-MHCTpYMeHTanbHoro obcnegoBanus pebeHka [23].
[laHHble COBMAfAOT C MOAYYEHHbIMM B HALlEM MCCNeaoBa-
HWMW pe3ynbTaTamu: y BTOporo cubca U3 AMxopuanbHoM ana-
MHMOTUYECKOM [BOMHM CHOPMMPOBANMUCH ABUraTeNbHblIE
HapyLleHns B BUAE aTOHMYECKM-acTaTuyeckon dopmbl L.

[Mo paHHbIM S. Walsh, HeLoHOWEHHOCTb IBASETCS OAHUM
M3 (GakTOpoB puCKa Pa3BWUTUS CTPYKTYPHOM 3NUNEncuu,
O[lHaKO 3TO YTBEPXKAEHME BCE elle OCTAaeTCs HEeAO0CTaTOYHO
M3yYeHHbIM U TpebyeT nNpoBefeHUs OanbHENWUX KIMHUYe-
CKUX nccnepoBaHui [24]. B HacToswee BpeMs He pa3pabo-
TaH KAMHWUYECKUIA aNrOpUTM, MO3BONSIOLLMIA C BbICOKOM TOY-
HOCTbI0 MPEeAnoNoXUTb pa3BUTUE 3NKUNencum y rnybokoHe-
noHolweHHbIx getert ¢ OHMT u SHMT B geTckoM munu bonee
nosgHem Bospacrte [25].

B npencraBneHHbIX HamMu OBYX KIMHWYECKUX Habnwoge-
HMAX OTMEeYasncs OTArOWEHHbIA aKyepCcKuii aHamHes,
HebnarononyyHbIi aHTe-, MHTPA- M NOCTHATa/IbHbIA NMepuUoabl:
MHOronnoaHas 6epeMeHHOCTb, yrpo3a npepbiBaHUS B Teue-
Hue BCei 6epeMeHHOCTU, XMpYypruyeckas Koppekumus MCTMu-
KO-LlepBMKanbHOM HeLOCTaTOYHOCTM B 3-M TpUMECTpe, 3KC-

TPEHHOE KecapeBO CeyeHwe Ha cpoke 27 Hea. rectauum,
3KCTPeManbHO HM3Kag Macca Tena Npu poXAeHUU 1 cpeaHe-
Takenas achukcus npu poxaeHun 'y oboux cubcos.
CocTosiHME MOCNe POXAEHMS OLEHUBANOCh Kak TSKenoe B
0boux KNUHKMYecknx HabnoaeHmax. O4HaKo B AanbHewneM
BbISIB/IEHbI MPUHLMMNMANbHBIE PA3IMYMS B TEYEHUM HEOHaA-
TaNbHOro Nepunoaa y obcnesoBaHHbIX NaLMEHTOB.

B nepsom knuHu4eckom HabawdeHuu y BTOporo cnbca
M3 OMXOPMANbHOM OMAMHMOTMYECKOW [OBOMHWM B HEOHA-
TaAbHOM Mepuofe AMArHOCTUPOBAH BPOXAEHHbBIN CEMNCUC,
BbI3BaHHbI CTPENTOKOKKOM rpynnbl B, BpoXXaeHHas NHeB-
MOHMS, KOTOpble XapakTepu30BaAuCb BOMHOOOPA3HbLIM
TeyenueM. lNpuobpeteHHas LUMB-uHbekums obycnosuna
npoBefeHne AJIUTeNbHOM 3TUOTPOMHOW Tepanuu raHum-
KNOBMPOM. [InarHoCTMpoBaHHblE MOBTOPHblE aTenekTasbl
Nerkoro u HGpoHXONEroYHas AMCNNasus yBeanuunu Lnu-
TenbHocTb MIBJ1. BXK 2-ii cTeneHun ¢ ABYX CTOPOH U KPOBO-
U3NNAHUE B MO3XEYOK, AUATHOCTUPOBAHHbIE MO AAHHbLIM
HCT u MPT ronoBHoro Mo3sra, npuesenn K GOpMmnpoBaHUIO
onddy3HON KOPKOBO-NOAKOPKOBOM aTpodun 1 0bycnosu-
N1 pa3BMUTHE HEBPONOTMYeCKoro aeduumnta, TpaHchopma-
LMI0 HEOHaTaNlbHbIX CYAOPOT B CTPYKTYPHYH (OKanbHY
anunencuto. PeTMHonatMa HeLOHOWEHHbIX 2-M CTeneHu
SBMNACb OCHOBHOW MPUYMHOW HApYyLWEHWN 3PEHUS, BbISB-
NEeHHbIX NPU AMHAMMYECKOM KaTaMHeCTM4YeckoM Habnto-
LEeHUN.

Bo emopom knuHu4eckoM HabmodeHuU y nepBoro cubca
U3 AMXOPUANbHON AMAMHUOTMYECKOM OBOMHM B HEOHATaNb-
HOM nepuoje [LMArHOCTUpOBaHa BPOXAEHHAS MHEBMOHMS,
KOTOpas paspewmnnacb Ha 14-e CyT. XM3HK; NpnobpeTeHHas
UMB-nHdekuma wvmena  H6eccMMNTOMHOe  TeyeHwue.
BoisBnenHble no gaHHbiM HCI nposBneHus CTpyKTypHOM
He3penocTtu paspewwnnuncs B NMKB 35 Hep. Mo pgaHHbiM MPT
ronosHoro Mo3ra B NKB 36 Hepn. oTcytcTBoBan Lepebpanb-
HbI gedexT.

B xope kaTaMHecTMyeckoro HabnoLeHWs y nepBoro
06CnefoBaHHOrO NauMeHTa AMAarHOCTMPOBAHbI BblPaXeH-
Hble HEBPONOTMYECKME HApyLLeHMs B BUAe GOPMUPOBAHUS
aToHmyeckun-actatuyeckon dopmbl LM, cTpykTypHOM
($OKaNbHOM 3MMAENCUN, TIXKENON 3a4EPXKKM MOTOPHOrO U
ncuxopeveBoro passutug, YA3H, Torga kak MOTOpHOE U
ncuxopeyeBoe pasBuTME BTOPOro NalMeHTa COOTBETCTBO-
BaNi0 CKOPPEKTMPOBAHHOMY BO3pacTy, YTO SABASETCS MOA-
TBEPXAEHMEM BbICOKOM CTEMEHW 3HAYMMOCTU BIAMSAHMS
nepuvHaTanbHblX GakTopoB pucka Ha GdopMUpoBaHMe
TSKENbIX HEBPONOrMyeckMx MCXoLOoB Yy rnybOKOHeLOHO-
LEeHHbIX AEeTeN, YTO COOTBETCTBYET IaHHbIM OTEYECTBEHHbIX
n 3apybexHbix aBTopos [20, 22, 23].

3AKNIOYEHUE

TakuM 06pa3oM, MonyyeHHble pe3ynbTaThl CBUAETENb-
CTBYHOT O TOM, 4TO HELOHOLIEHHOCTb, SKCTPEMAbHO HM3Kas
Macca Tena npu poXAEeHWUM M HM3Kas OLeHKa Mo LKane
Anrap He 9BNSKOTCS €AMHCTBEHHbIMKU hakTOpamMu pucka dhop-
MWPOBAHUS HEBPONOTMYECKUX HAPYLUEHWA.

[ng pa3BUTUS TEKENOro MepUHATaNbHOr0 MOPAXEHUS
LUHC, popMmnpoBaHus HebNaronpusaTHbIX HEBPOMOTMYECKMX
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MCXOM0B M TSXKENOM 3aePXKKM MOTOPHOIO M NMCUXOPEYEBOTO
pasBWUTMS Yy TNyOOKOHELOHOWEHHbIX AeTell HeobxoaumMo
COYETaHMEe HECKObKMX 3HAUMMbIX aHTE- UHTpa- M MOCTHa-
TaNlbHbIX (aKTOPOB pUCKa.

MpOrHO3 HEBPOIOrMYECKOrO MCX0Aa Y ryOOKOHEeA0HO-
WeHHoro pebeHka TpebyeT ANUTENBHOrO AMHAMMYECKOTO
HabMOAEHMS M KOMMNEKCHOTO NMoAxoAaa C MCMOMb30BaHM-

eM  KNMHUKO-MHCTPYMEHTANbHbIX METOAO0B AMArHOCTUKM.
MonyyeHHble pe3ynbTaThl MOXHO CYMTaTb NpeaBapUTeNbHbI-
MW, TPebYIOLMMU NPOBEAEHWUS AONONHUTENbHbIX, Bonee
MaCLUTaBHbIX MCCenoBaHMIA. e
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