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AnuaemMuosiorus U paHHAsA AMarHocTUKa
BPOXAE€HHbIX MOPOKOB pa3BUTUS
NO3BOHOYHMKA U CIIMHHOIO MO3ra

HA OCHOBAHWW JIUTEPATYPHOTO OB30PA W AHAJIM3A PE3Y/ILTATOB COBCTBEHHbLIX HABMOAEHWI WU3YYEHBI
3TNOJIOTMHECKMUE PAKTOPbLI, CNOCOBCTBYOLLUME BOSHMKHOBEHNIO BPOXKAEHHbLIX MOPOKOB PA3BUTUA NO3BO-
HOYHMKA U CMIMHHOIO MOS3IA. YKA3AHbI MEPOMPUATUSA MO PAHHEW AMATHOCTUKE U MEPbLI NMPODUNAKTUKM
AHOMANW, NO3BOJIAIOLLUME CHU3UTL MOKASATENINM AETCKOM MHBAIMAHOCTU M CMEPTHOCTMW.

K/IIOYEBbLIE C/IOBA: BPOXAEHHbIN MOPOK PA3BUTUA, MUENOAUCII/IA3US, ®AKTOPbl PUCKA, PAHHSS
AWATHOCTUKA, MPO®UJTIAKTUKA NMOPOKOB.

Mpo6nema AMarHOCTUKK U IeYEHUS BPOXKAEHHBIX MOPOKOB Pa3BUTUSA MO3BOHOYHM-
Ka W CMMHHOro Mo3ra o6ycnoBfeHa pacnpoCTPaHEHHOCTbIO 3TUX NATONOrMYECKUX
COCTOSIHUM, HU3KOW 3DDEKTUBHOCTLIO OBLLENPUHATBLIX 1€4eOHO-ANarHOCTUYECKUX
KOMM/EKCOB, a TaKXKe yBeMYEHWEM YaCTOTbl BCTPEYAEMOCTU MUenoancnIa3nmn B
nonynsaumu.

Muenoancnnasus npeactaBnset cobom NOPOK pa3BUTUS CIIMHHOMO Mo3ra, Tpeby-
IOLLMI KOMMIEKCHOIO NOAX0Aa K JIeYEHUIO U peabunmTaLmnm, ¢ Nporpeccupyowmm
TEYEHUEM W KIMHUYECKMMU NPOSABIEHNSIMMN HapylleHns GYyHKLUIM ONopHO-ABUra-
TeNbHOro annapaTa M OpraHoB Manoro Tasa. 3Ta HO30/10rMs 06 beANHAET OTHOCH-
TeNbHO 60MbLIYIO Fpynny 3abofeBaHnin: CMIMHHOMO3IOBbIE FPbIXKK, HE3apalleHne
OYXEK NMO3BOHKOB, AUCMIa3nUs UK areHe3ns KayaanbHbiX 0TAenos v ap. [1, 2].
PacnpocTpaHeHHOCTb BPOXKAEHHbBIX MOPOKOB B PoccuM B HacToslee BpeMS KO-
neénetcs ot 3 4o 15% [3]. B CTpyKType NpuUYMH nepmMHatanbHOM U MNaleHYeCKon
CMEPTHOCTM A0NS BPOXKAEHHbIX MOPOKOB Pa3BMTUS COCTaBNSET COOTBETCTBEHHO
20,6 n 20%; B 60NbLWIMHCTBE Clly4aeB TaKas NaTofornusa nmeet MynbTUdaKTopu-
anbHbl reHes [4-6]. 10.A. 3o03yna u H0.A. OpsioB NPUMBOAAT AaHHbIE, COMNacHO
KOTOpbIM U3 poauBLLMXCS Ha YKkpanHe B 2002 r. noytu 400 Tbic. geTen y 48 TbiC.
nmenuco ypoactea [7].

3a nocnegHee pecatunetne B Poccun 3ab6oneBaeMOoCTb AeTen B BO3pacTe [0
14 net ¢ BNepBble YCTaHOBMEHHbIM AMArHO30M Bo3pocna Ha 42,5%; B 4,4 pa3a
YBENMYUIIOCb YMCNO 3ab0ieBaHUI, NPUBOASALWMX K MHBANUAHOCTU. Cpean Npu4mH
WHBaNMAHOCTU Y geTen 1-e MecTo 3aHMMatoT 3aboneBaHnsi HEPBHOM CUCTEMBI,
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npuyem B OCHOBHOM MHBaNMLHOCTb OOYC/NOB/IEHA Nopaxe-
HWEeM LeHTpanbHon HepBHOM cucteMbl (LHC). Benep 3a pert-
CKMM LepebpanbHbiM NapanMyom cpeaun nopaxkenun LHC
Yalle BCero BCTpeyaloTcs aHoOMalum, CBsi3aHHble C MOPOKa-
MW pas3BUTUA CNMHHOTO mo3ra (18,5%) [8]. MNo-Buanmomy,
HapyLlleHWe 3KON0rMYeCKoro paBHOBECHS NPUBENO K 3Ha4K-
TeIbHOMY POCTYy pa3HOo06pasHbiXx aMOpHo- M deTtonatuu,
NOPOKOB pPa3BUTUA MO3BOHOYHWKA W CMUHHOINO MO3ra.
Bozpgencteme 6MONOrMYECKUX U GU3UKO-XMMUYECKUX PaKTo-
pPOB Ha OpraHM3Mm nioga B TepaToreHHbIM TEPMUHALMOHHbIV
nepuoa U3y4eHO HeAoCTaTOYHO, OJHAKO MOMXHO KOHCTaTK-
poBaTb, YTO TOKCUKO3bl U BUPYCHbIE MHDEKLIMOHHbIE 3abone-
BaHWs B NepBOW MNosioBMHE 6GepemMeHHOCTU B 25% cnyyvaeB
MHULMUPYIOT pa3BUTUE CUHAPOMAa KaydanbHOW MUenoauc-
nnasuu [9-12].

BonbWMHCTBO aBTOPOB B YMC/le BO3MOXHbIX 3TMOMOrMYyec-
Knx paKTopoB paccMaTpMBaloT HapylleHne NpoLeccoB aM6-
puoreHesa Ha CTaauu 3aKnagku HEPBHOM U KOCTHOM CUCTEM,
B CPOKM OT 16-ro AHS rnocne onjoaoTBOPEHUs A0 KoHua 8-#
Hefenu, Korga npoucxoaut GopmMupoBaHue He TOJbKO Mo-
3BOHOYHMKA, HO U OCHOBHbIX BHYTPEHHUX OopraHos [13, 14].
PacnpocTpaHeHHOCTb He3apalleHWs [OyeK MN03BOHKOB
3aBWCUT OT BPEMEHU, PErMOHa, pacbl U ATHUYECKOW NpUHaA-
nexHoctu [15]. Bo Bcem Mupe 310 3ab6oneBaHne BCTpevaeT-
cs B cpeaHem ¢ YacTtoton 4,7 Ha 10 000 KMBOPOXKAEHHbIX
[16]. O 60onee BbICOKOW pacnpocTpaHeHHOCTH coobLanoch
B ceBepHOM Kwutae, BocTo4yHOWM WMpnaHaun, HopBernun wu
Ervnte [17]. TaK, B MpnaHauu ero 4actota coctaBngeT 3—4,
Ha bpuTaHcKux ocTtpoBax — 2—-3,5, a B BoctouHon EBpone n
CLIA — 0,1-0,6 cnyyas Ha 1000 poxaeHun [18]. K. Airede
NPUBOAMUT CneaytoLyto 4acToTy BCTpe4aeMoCTh JaHHOW naTo-
noruun B cpeaHem nosice Hurepmm: 7 Ha 1000 HOBOPOXKAEH-
HbIX [19].

Pa3BuTHIO aHOMan1im cnocob6CTBYIOT pas3iMyHble TepaToreH-
Hble BO3JENCTBUS OKpyXalowen cpeabl, XPOMOCOMHbIE
nedeKTbl, HapylleHne aKTUBHOCTM MHOIMUX FEeHOB, NMpUMeHe-
HWe LMUTOCTaTUYeCKUX npenapaTos, HEAOCTaTOK BUTaMUHOB,
pagunosiornyecKkne BO3AeNCTBUSA, LUTONNa3MaTnyeckme dak-
TOPbl UK TYYHOCTb BEpPEMEHHbIX XeHLWunH [13, 20, 21].

K BHewHUM daKTopam, Cnoco6CTBYOWMM MNOABAEHUIO
nedeKrta HepBHOM Tpybku (OHT), H0.A. 3o3ynq, t0.A. OpnoB
OTHOCAT: pafuaLnio, TOKCUYECKME BELLECTBA XMMMUYECKOrO
NPOUCXOXKAEHUA (HEDTENPOAYKTbI, yI0OPEHUS, NeCTULNabl U
T.A.), NPUMEHEHMNE XKEHLMHOW [0 U B NepBble MecsLbl 6epe-
MEHHOCTM NPOTMBOCYAOPOXKHbIX NPEnapaToB; BbICOKYIO TEM-
nepatypy Tefna Wan fnpuMeHeHue ropsvyMx BaHH B Havane
6epeMeHHOCTH; caxapHbli AMabeT n OXMpeHue, HecbanaH-
CMpOBaHHOE NuTaHue, AedUUMT BUTAMMUHOB, OCOBEHHO
donneBon Kncnotobl [7]. O6HapyxeHne ogHoro, a TeM 6osee
HECKOJIbKMX U3 3TUX GaKTOPOB aBTOPblI CHUTAIOT OCHOBAHMK-
eM ansl BKIOYEHUS 6EpPEMEHHON B rPynmny BbICOKOrO pUCKa
poxaeHunsa pebeHka ¢ AHT. Ecnu B cembe poautenen unm
ONUKaNLWMX POACTBEHHMKOB BCTPEYANUCh CllyYan POXKAEHUS
neten ¢ [AHT, BEpOATHOCTb MOSIBNEHMA pebOeHKa C AaHHbIM
nedbektoM yBenunymBaeTca A0 2—5%. 3TO e OTHOCUTCH K
poxaeHunto 2-ro pebeHKka, ecnu Takow gedeKT 6bia y 1-ro
(pucK cocTtaBnseT okono 5%). ABTOpbl yKa3bliBatoT, HTO HACTO-
paX1BaKWUMN MOMEHTaMMK SBASIOTCH CMOHTaHHbIM abopT
(BbIKMAbIW), NpeXAeBpeMeHHble poAbl, MNajgeH4Yeckas
CMEPTHOCTb B CEMbE W Y POACTBEHHMKOB [7]. Y maTepen
cTaplie 35 net abCoNOTHbIN PUCK POXKAEHUA pebeHKa C MU-
enoaucnnasunen Ha 3% Bhbllle, YeM y Monoabix [22].

C uenblo uccnegoBaHus GaKTOPOB, aCCOLMMPOBAHHBLIX C
BO3HWKHOBEHWEM MOPOKOB Pa3BWUTUA CMMUHHOIO MO3ra,
B.C. lMonyHWH ¥ CcOaBT. M3Y4UIM COCTOSIHWE 340POBbSA
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569 feten-uHBaNMAOB C MNOPOKaAMW pPasBUTUA CMUHHOIO
MO3ra 1 Ux poauTenem v BblBUIK, YTO Hanbonee 3Ha4YUMBbI-
MU 9BASAOTCA GaKTopbl, AENCTBYOLME HA OPraHU3M HEHLWK-
Hbl BO Bpems 6epeMeHHOCTH, 0CO6EeHHO B | TpumecTpe. ABTo-
pbl NPUBOASAT AaHHbIE, COrMAacHO KoTopbiM y 69,4% maTepen
TeyeHne 6epeMeHHOCTM M POAOB COMPOBOXKAANOCH Pa3nny-
HbIMW OCTPbIMKU 3a60neBaHUAMK (OCTPble pPecnupaTopHble
BUPYCHble MHOEKLMKU, FPUNM, aHrMHa, Ha30PapHUHInT, 6POH-
XWT, OCTPbIV FraCTPUT, IHTEPUT M Ap.), Yallle OCOXKHANOCh UH-
deKLMen MOYENONOBLIX MyTEM U aKyLIepCKOW NaTosornen.
OTmMevanucb 6o5ee BbICOKas yrpo3a npepbiBaHUsa 6epeMeH-
HOCTMU W ANUTENbHbIM reCTO3 Ha BCEM €€ MPOTSKEHNN. Y KarK-
[0W 4- XeHWMuHbl, poanBllen pebeHKa ¢ MUenoaucniasu-
€N, OTMeYanucCb HapylleHWe CPOKOB poxAeHus pebeHka v
HenpaBuabHOe nonoxexue nnoga [10]. ABTopbl pasgenunm
daKTopbl, BAMSIOWNE Ha GOPMUPOBaHME NMOPOKOB Pa3BUTHUSA
CMWHHOIO MO3ra, Ha 2 rpynnbl: GaKTopbl, BbISIBAEHHbIE Y PO-
anTenen 4o HacTynjaeHus HacTosllen 6epeMeHHOCTH (MCXoa-
HO€E COCTOsIHWE 340POBbS MaTepu 1 OTLa, TEYEHUE Y KEHLLM-
Hbl nNpeabliaywmnx 6epemMeHHocTer, npodeccuoHanbHble
BPEAHOCTH, KOTOPbIM NoABepranaca opraHn3m maTtepwu, 3/10-
ynoTpeb6aeHne ankoronem poautensimum), 1 GakTopsbl, BbiSB-
JIEHHble B Nepuoj BHYTPUYTPOOBHOIro pa3BuTUS. AHaANU3 co-
CTOSIHUS 3[00POBbS poauTenen neter ¢ Muenogucniasnen
nokasan, 4To y HMX Bblle obLas u XxpoHM4yecKkas 3aboneBa-
€MOCTb, pacnpocTpaHeHHOCTb 3ab0/ieBaHU MOYENONoBOM
CUCTEMDI, @ TaKXKE BPOXAEHHbIX aHomanum [10].

Mo gaHHbIM 3.B. Ynbpuxa, 21% maTtepen, poavBLUNX AETEN C
aHOMaMS MM NMO3BOHOYHWKA, CTpajanvM TOKCMKO30M B Nep-
BOW MosioBMHE 6epeMeHHOCTH, Yy 24,1% KeHLLMH 6bin 3a60-
NneBaHUs MHPEKUMOHHON npupodbl. Yrpo3a BbiKMAbIWa Ha
7-14-n Hepene oTMevanacb y 21% 6epemMeHHbIX, NpUyYem y
60/bLIMHCTBA U3 HUX Npeablayline 6epeMeHHOCTM 3aKaHuu-
BanuCb BblkMAablweM. K meanumMHcKomy abopTy npuberanu
23% »eHuwuH [23].

Pesynbtatbl MHOMMX uccnegoBaTesnien CBUAETENbCTBYIOT O
TOM, YTO OQHOM M3 BeayLMX NPUYUH CnopaguyecKmx Npouns-
BO/IbHbIX abopToB (0T 60 g0 80%) ABNSAOTCA reHETUYECKME
NONOMKM KapuoTuna y poautenen n amépuoHa [10, 24, 25].
0.b. Konbb6e ¥ coaBT. BbIIBUAW OTArOWEHHbIA MNepuHa-
TanbHbI aHaMHe3 y 68% feTen ¢ ANCOYHKLMEN MOYEBOro
ny3blps U TOJICTOW KWULWKK; Yy 50% aeTen Oblnv HapylleHUs
gestensHoctn LIHC 1 BeretatuBHOro ctatyca B BUAE acTEHO-
HEBPOTUYECKOrO CUHAPOMA, BEreToCOCYAUCTOW AWCTOHWM,
MUHUMabHbIX MO3rOBbIX AUCOYHKLUNI [26].

B PoccuiicKom Hay4YHO-mccneaoBaTelbCKOM HEMPOXUPYPIrn-
4eCKOM MHcTUTyTe MMm. AJL. MoneHoBa u CaHKT-leTepbypr-
CKOW rocyaapCTBEHHOM negMaTpuyecKon MeanLMHCKOM aKa-
neMun ¢ 1991 no 2006 rr. HaxoAMAWUCb Ha NEeYyeHuu
226 60/bHbIX C BPOXAEHHBIMW NMOPOKaMK pa3BUTUS MNO3BO-
HOYHMKa M CNUHHOro Mo3ra; 60,2% maTepei o6cnefoBaTb
He yaanocb. BbisiBneHHble aTnonornyeckme dakTopbl OblIn
pa3Hoo6pa3Hbl. OCHOBHbIMU (aKTopaMu, MPUBOAALLMMAU K
aHOMansSM pasBUTUS, SBASSIMCb TOKCUMKO3bl M BUPYCHbIE 3a-
6oneBaHns B NepBOW MONOBMHE GepeMeHHocTn (28,3%),
chenaHHble paHee abopThl, @ TaKXe BbIKUAbIWK (24,4%).

Bo BceM mupe npu3HaHo, 4TO NpU NIaHNMpPoOBaHUM BEPEMEH-
HOCTWM poauTensiMm HeobxoanMMo obcnefoBaTbCs Y Bpaya-re-
HeTWKa, a 6yaylen Mmatepu — y rMHeKosora, 4Tobbl MPUHATD
Mepbl No npodunaktuke AHT 1 NOCTOSSHHO KOHTPOMPOBAaTb
TeyeHne GepeMeHHoCTU. PaKkTopamu, CNOCOOCTBYOWMM
noasneHuio JHT, cynTaloTca reHeTu4ecKnin aedekT, yHacne-
[I0BaHHbIV OT OAHOr0 M3 POAMUTENEN, a TaKKe BO3AENCTBME
HebnaronpuaTHbIX GaKTOPOB BHELWIHEW cpefbl, CNOCOOCTBY-
OWMX NOSBIEHUIO MyTaLMi B reHe. MoaToMy reHeTuyeckas

—
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npeapacnofioXeHHOCTb K nosiBneHuto pedbeHka ¢ AHT cny-
YKWUT OCHOBHbIM NMOKasaTtenem A5 BKIoYeHnss 6epeMeHHON B
rpynmny BbICOKOro pucKa [7].

B HacTosillee Bpemsa yCTaHOBMEHO, YTO aH3Huedanua wm
He3apallleHWe AyKKW MO3BOHKOB ABNSOTCA OTKPbITLIMKU Ae-
deKkTamn NepBUYHON HEPBHOM TPYOKM M BO3HUKAIOT U3-3a
HapylweHWn Ha aTane ee obpasoBaHud [27]. B akcnepumeH-
Tax Ha XMBOTHbIX AOKa3aHO, YTO YacToTy pa3suTtua AHT mo-
ET CHMXXaTb METMOHUH [28, 29]. AnuaemMmMonornyeckme mc-
C/lefoBaH1A BbISIBUIM KOPPEALMIO MEXIY HU3KUM YPOBHEM
BUTaMMWHOB, y4acTBYIOLMX B 06MeHe MeTUoHWHa (Bg, By, 1
donreBas KMCNOTa) B Nna3Me KPOBW MaTepU, U 4acToToMn
passutmna OHT y nnoga [30]. Kpome TOro, METMOHMH ABASET-
Csl He3aMEHMMOW aMUHOKMKCIIOTON, HEOOXOAMMOW ANF CUHTe-
3a 6efKa 1 npoueccoB meTunmpoBaHus B LIHC.

BbicoKkas yacToTa BCTpE4YaemMOoCTU U CEPbE3HOCTb AedeKTa y
YyenoBeKa — ABe Hanbosee BarKHbIE NMPUYMHBI A1 U3YHEHUS
6GMOXMMUYECKMX MEXAHW3MOB, IEXKallMX B OCHOBE Pa3BUTUSA
OHT. B.I. BopoHoBbIM npu uccnegoBaHum 14 neten ¢ pas-
NNYHBIMW MOPOKaMM Pa3BUTUS CMIMHHOMO MO3ra U NO3BOHOY-
HWKa BblSiBeHa B3aMMOCBS3b MyTaLlMKU B FEHE C HapyLLEHMS -
MW MeTaboM3Ma METUOHUHA. ABTOP MpPULLEN K 3aK/TIOHEHMUIO,
4YTO K HapyweHusmM o6MeHa METMOHMHa MOryT NMPUBOAWTb
pas3nuyHble GaKTopbl: FreHeTMYecKas npeapacrnoNoXKeH-
HOCTb, HE CKOMMEHCUPOBAHHbIE CABWUIMM B MNpeBpaLleHnax
NPOMEXKYTOYHbIX NPOAYKTOB MeTabonnM3ama MeTUMOHWHA, He-
flocTaToqHOe noTpebneHne BUTaMMHOB M Ap. OgHaKo KaKyto
O6bl MPUPOAY HU UMENU 3T HapPyLIEHWUS, OHWM MOryT obycno-
BWUTb FOMOLIMCTEUHYPUIO. HaKoNNeHne B KPOBU rOMOLIUCTEN-
Ha, TOKCMYECKOe AENCTBME KOTOPOro Ha HEPBHYIO M cepaey-
HO-COCYAMCTYIO CUCTEMbI YCTAHOBAEHO, 3aBUCUT OT CTEMEHMU
TSXKECTU HapyleHnn obMeHa MeToHunHa. OaHako, No MHe-
HUIO UccnepoBaTens, BOMPOC O BAUSHUM YKa3aHHbIX Hapylue-
HWUM Ha pa3BuTHe JHT n3dyyeHo HeaoCTaTO4yHO M MO3TOMY
Heo6x0AnMO 1ccneaoBaTb META60/IM3M B CEMbSX, B KOTOPbIX
oTMeYanucb cnydaun AHT [31].

MpeaynpeanTb NOSIBNEHUE B CEMbE AETEN C HAaCNeACTBEHHOWM
naTtonornen nNomoraet MeguKo-reHeTM4eCKoe KOHCYbTUPO-
BaHWE C LUMPOKOM MpeHaTanbHOW AMArHOCTUKOM Hacneact-
BEHHbIX AePEKTOB pa3BuUTUS nnoaa. [eHeTUHEeCKMI aHanus,
npoBegeHHbIn A.T. MpUTbIKO 1 coasT., no3Bonuny 1/3 6nms-
KWX POACTBEHHWKOB MO OTLOBCKOW M MaTE€PUHCKOMN JIMHUAM
(rnyéuHa n3dyyeHus — Ao 3—4-ro rnoKOJIEHUS) 0BHaPYKUTb
ncuxocomMatMyeckne 3aboneBaHWs U NOPOKM pPas3BUTHUS,
nepepatolMecs No HacneacTsy, 0O4HAaKO CUMHAPOM Kayaanb-
HOM MWENoAMCNIa3nmn He HOCKU CEMENHOTO xapaKkTepa [9].
C nomoulbto reHeanornyeckoro metofa (rnybuHa usydye-
HUS — o 3—-4-ro nokonenus) 3.B. Ynbpux B 28% cnyyasnx
O6GHapyKunn y 6JN3KUX POACTBEHHMKOB 60JbHbIX (MO JIMHUK
oTUa ¥ MaTtepu) comaTMyecKkue U MCcuxmyeckue 3abonesa-
HUS, nepejatowMecs No Hacneactsy: 6IM30PYKOCTb, KOCO-
rnasue, wusodpeHuto, anunencuto. Y 31% npobaHaoB Gbiin
POJCTBEHHWUKM C MOPOKAMK PaA3BUTUS PA3NTMYHBLIX OPraHoOB U
cucteM. Mpuyem y 10% naumeHToB OTMEYancs CEMENHbIN Xa-
paKTep nepeaayn nNopoKa pa3BuTUS NO3BOHOYHUKA MO HUC-
XOASLLEMY TUMY, YTO YKa3blBaio Ha ayTOCOMHO-A0OMUHAHTHbIN
XxapaKTtep HacnefoBaHWA fJaHHOW naTonoruu [23].
CHMXeHMe ypOBHS AETCKOM CMEPTHOCTU M 3a60/IeBaeMOCTH
B 3HAYWUTENbHOM CTENEHU 3aBUCKUT OT peann3aLmm Meponpum-
AT, HaNpPaBNEHHbIX Ha YMEHbLIEHME HYacTOTbl BPOXAEHHbIX
NopoKoB pa3BuTuS. Mo gaHHbIM BO3, gaxke B pa3BuBaloLmX-
€Sl CTPaHax MOXHO CHU3WUTb YPOBEHb BPOXKAEHHbLIX MOPOKOB
pa3BuTUS NnpumepHo Ha 10% 3a cyeT NnpoPpuNaKkTUYECKUX Me-
ponpuaTUin; B NepBylo oyepedb 3TO OTHOCMTCH K MOpOKaM,
NS KOTOPbIX U3BECTHbI aTMONOrMyecKkune darkropbl [32].

PacnpocTpaHeHHOCTb MUENoAnNCHNa3nmn B Pa3BUTLIX CTPaHax

3Ha4YUTENBHO CHU3MNACh BCNEACTBUE NPUMEHEHNS donMeBomn

KWCNOTbl, FTEHETUYECKOIO0 KOHCY/IbTUPOBAHUA U NpepbiBaHUSA

6epeMeHHOCTU B paHHKE CPOKMU. LLInpokoe npumeHeHune do-

nMeBon Kucnotbl no3sonuno B CLUA 3a 15 net yMeHbLlWHTb
4acToTy NPosiBAEHNS AePEKTOB MO3BOHOYHMKA U CMIMHHOMO

Mo3sra B 1,5 pasa. 1o gaHHbIM MHOTMX aBTOPOB, NpUemM Go-

nvueBon kmuenotbl no 0,4 mr/cyt 3a 1 mMec Ao Hadvana 6epe-

MEHHOCTHK 1 B Te4yeHne Bcero 1-ro TpMMecTpa CHUXKaEeT PUCK

pa3BuTUA AedeKTa cnuHHOro mosra Ha 50% [33-35].

OCo6EeHHO 3TO KacaeTCsl KEHLLIMH, KOTOPbIMK e Oblnl POXK-

0eH pebeHOoK ¢ AePEKTOM CNUHHOIo Mo3ra, Uan 370 6blIo Y

ONMMKaNLLINX POACTBEHHUKOB.

Ycnexu B paHHen gnarHoctuke AHT Tpy6Km cBA3aHbI C BHEA-

peHMeM B MPaKTUKy GMOXMMMUYECKMX MEeToAMK (MccnegoBa-

HUe cofepXaHua a-PeTonpoTenHa 1 aLeTUNXonHecTepasbl

B CbIBOPOTKE KPOBM MaTepu 1 OKOMOMIOAHbLIX BOAaXx), METO-

[I0B MHTpacKonuu naoga (ynbTpa3ByKOBOW, SA€PHO-MarHuT-

Hbl1); OCHOBHOE 3HAYeHWe B CHUKEHWU 4acToTbl ITOM

aHOManuun UMeloT NpeaynpeanTenbHbie MEPONPUATHS.

A.B. banaxoHoB npeanaraet peasibHbliM CNOCO6 YMEHbLIEHNS

yucna geten ¢ BPOXKAEHHbIMM NOPOKaMK, 3aK1o4atoWwmncs B

NPOBEAEHUN MACCOBOIr0 CKPUHUHIa 6EPEMEHHbIX KEHLLUMH C

NMOMOLLbIO YIbTPa3BYKOBOW AMArHOCTUKM, a TaKKe B onpeae-

NIeHUN coaeprkaHus a-dbeTonpoTenmHa B CbIBOPOTKE KPOBWM

Bcex 6epeMeHHbIx [36].

Y )KEHLIMH, BbiHaWnBaloLWnx pebeHKa ¢ edEKTOM CMMHHOIO

MO3ra, O4eHb BbICOKMI YPOBEHb a-PETONPOTENHA B Na3me

KPOBW M aMHUOTUYECKOW XMUAKOCTU. YPOBEHb a-PETOMNPOTEU-

Ha n3mepsT mexay 16-n u 17-1 Hegenen rectaumun. ame-

peHue ypoBHA a-peTonpoTerHa B aMHUOTUHECKOM KUAKOCTH

cnegyet NpoBoAWTb NapannenbHo ¢ coHorpaduen. lMpeHa-

TanbHas coHorpadus ocyllectTBaseTca Ha 17-1 Hefene rec-

TauMn 1 BNSETCA XOPOLWMM MOACMNOPbLEM MPU NMOCTaHOBKE

onarHosa [37].

Pesynbtatbl U3y4yeHuss GaKTopoB pUCKa BO3HUKHOBEHMUS Y

JeTen NOPOKOB pPa3BUTUA CcnMHHOro Mo3ara B.C. MonyHUHbIM

M COaBT. NOKa3anu, 4YTo B GOPMUPOBAHMM ITUX NOPOKOB Cy-

LLIeCTBEHHYIO POJib UrpaloT MeauKo-coumanbHble daKTopbl,

XapaKTepuaylolnme cocTosiHne 340p0BbS U NOBEAEHNE POAK-

Tenen [10]. OgHOM U3 BaXKHEWLWMX COLMaNbHO-TMIMEHNYEC-

KWX XapaKTEepPUCTUK KU3HEeAesTENbHOCTU SBASETCHS Meau-

LMHCKas aKTMBHOCTb YKEHLWMWHbI BO BpeMs 6EPEMEHHOCTH,

npexkae Bcero obpalleHne K akylwepy-ruHeKonory B paHHue

CPOKM 6epeMeHHocT (o 12 Hepn). PaHHee obpalleHue K

Bpa4yy Mo3BO/SEeT NPOBECTU CBOEBPEMEHHOE W MOSHOE

ob6cnefoBaHue, AMarHOCTMpPOBaTb HapylWeHUs 340pPOBbS

KEHLWMHbI M pa3BWUTUS NoAa, BbiABUTb GaKTopbl pUcKa M

paspaboTaTb MEPONPUATUS MO YCTPAHEHMIO MU MUHUMK3A-

LMK UX BAUSHUSA Ha 300POBbE KEHLWMHbI U pebeHKa.

H0.A. 3o3ynda u t0.A. OpnoB npegnaratoT ONTUMasbHbIR an-

rOpUTM MNpeHaTanbHOro o6cnefoBaHUsA AN CHUXEHUS vac-

TOTbl AHT:

e B Mepuoa nnaHUpoBaHUS GepPeMEHHOCTU HeobXOoaAWMbI
KOHCY/NbTaL MKW Bpaya-reHeTnka, TepaneBTa, aKyllepa-rm-
HeKosora, nNpy Heo6x0ANMMOCTHU — YpPOsOora;

e BblgeneHne rpynn 6epemMeHHbIX C BbICOKUM W HU3KUM
pPUCKOM poxaeHus pebeHka ¢ AHT.

[MpeHaTanbHasa AMarHocTMKa M 06bem obcneaoBaHusa 6epe-

MEHHbIX Pa3nMyatloTcs B pa3HbIX rpynnax pucka [7].

B.C. MNMonyHWH 1 coaBT. NKUcanu o Heo6xoaAMMOCTH Gonee ak-

TUBHOIO Habo4eHMA 3a 300POBbEM 6EPEMEHHON KEHLNHbI

1M GOPMUPOBaAHUSA B ee ceMbe 340POBOIro o6pasa KNU3HU, HTO

MOXET NpeaynpeanTb UK CHU3UTb BEPOSITHOCTb POXKAEHUS

pebeHKa C PasfiMyHbIMKU OTKIOHEHUSMW, NMPUBOAALMMU K

—



MHBANIMAHOCTHM C NEPBbIX AHEN KU3HW. B Lenax npeaynpex-
[EeHUA BOSHUKHOBEHMS NOPOKOB pPa3BMTUSA CIMHHOIO Mo3ra
y pebeHKa LenecoobpasHo BpadyaM XKEHCKUX KOHCynbTaLlum
OCYLLECTBNATb CUCTEMATUYECKoe NpodunakTtuyeckoe Ha-
6ntofleHMe 3a XKeHWMHaMU B nepruoa 6epeMeHHOCTH, LWnpe
Mcnonb3oBaTb PasfiMiHble METOAbl CaHWMTapHO-NMPOCBETH-
TeNbHOW PaboTbl CPEeAU XKEHLMH, NOBbIWasg UX MHOOPMUPO-
BaHHOCTb B BOMpPOCax BAUSHUA GaKTOPOB pUCKa Ha 340p0-
Bbe Oyayuiero pebeHka. Heob6xoaMmo BBECTU B MPaKTUKY

CMUCOK JIUTEPATYPbI

1. JlanteB JI1.A. HenpoaucdyHKLMM Ta30BOM AnadparMel B reHese
pacCcTpPOMCTB QPYHKLMUA OpraHoOB Kafio-MO4YeBbIAENEHUA Y AeTen
npu muenoaucnnasuu: Astoped. AMC. ... AOKT. Med. Hayk. — M.,
1998. — C. 31.

2. HwkonaeB C.H. PEKOHCTPYKTUMBHbIE XMPYpPruyecKkmue Bmellatesib-
CTBa B KOMM/EKCHOM JIEYEHUN HELEPIKAHUS MOYM Y IeTel C MUeno-
avcnnasven: Astoped. Auc. ... JOKT. Mea. HayK. — M., 1996. — C. 30.
3. Bonuexosud B.A., TecneHko J1.I. BpoxaeHHble NOPOKK pa3BUTUS
y oeten // MNpo6nembl cOBpeMeHHON rurnerbl. — 2000. — N2 4. —
C. 59-64.

4. BapaHoB A.A. AKTyasibHble BOMPOCHI OXpaHbl 340POBbS MaTepu U
pebeHKa Ha coBpeMeHHoM aTane // MNeguatpusa. — 1990. — N2 7. —
C. 3-10.

5. bapauwHes l0.1., Byxapes B.A., HoBuKos I.B. JuarHocTvka v ne-
YeHWe BPOXIEHHbIX U HacneaCcTBEeHHbIX 3a60neBaHui y fleten. — M.,
2004. — C. 338-339.

6. MWcakos l0.B., TepacbkuH A.B., Kyyepos F0.U. 1 ap. BeCTHUK neau-
aTpuyeckom akagemuu. COOPHUK HayyHbix TpyaoB. — CII6ITIMA,
2007. — C. 59-60.

7. 3o3synsa 0.A., OpnoB H0.A. NOPOKU Pa3BUTUA MO3BOHOYHUKA U
CMUHHOro Mo3ra // YKpauHcKas meauumHcKasa raseta. — 2003, —
Ne 16. — C. 7-13.

8. CouManbHo-3Ha4YnuMble 3aboneBaHUs HaceneHua Poccun B
2002 rogy. — M., 2003. — C. 55.

9. Mputbiko A.l., bypkoB W.B., Hukonaes C.H. [duarHocTuka u
XMPYPruyecKoe feveHne KayaanbHbiX MOPOKOB pa3BUTUS MO3BOHOY-
HWKa M CMUHHOIO MO3ra y AeTen. — YNbAHOBCK.: CUMBUPCKas KHUra,
1999. — C. 96.

10. MonyHuH B.H. n ap. Meanko-coumanbHble GaKTopbl PUCKa BO3-
HUKHOBEHUS MOPOKOB Pa3BUTUSA CMMHHOMO Mo3ra // Poccurckun
MeANLUMHCKUM XypHan. — 2006. — N2 1. — C. 3-6.

11. McGuire E., Bloom D., Ritchey M. Myelodysplasia // Prob.
Urol. — 1993. — N¢ 7. — P 7-11.

12. Haque M., Ohata K., Takami T. et. al. Development of lum-
bosacral spina bifida: three-dimensional computer graphic study of
human embryos at Carnegie stage twelve // Pediatr. Neurosurg. —
2001. — V. 35,Ne 5. — P 247-252.

13. CaBenbeB C.B. IMOGpHoHanbHble MexaHn3Mbl pa3BuThs spina bifi-
day 4yenoBeka // ApxuB natonorum. — 2004, — N2 2. — C. 21-24.
14. Rossi A., Cama A., Piatelli I'. et al. Spinal dysraphism: MR imag-
ing rationale // J. Neuroradiol. — 2004. — V. 31, N2 1. — P. 3-24.
15. Kabre A., Badiane S.B., Sakho V. et al. Genetic and etiologic
aspects od spina bifida in Senegal. Apropos of 211 cases collected
at the neurosurgical clinic UHC of Fann // Dakar Med. — 1994. —
V.39,Ne1. — P 113-119.

16. McDonnell G., Meijean J. Issue of medical management in adults
with spina bifida // Child. Nerv. Syst. — 2000. — V. 16, N¢ 4. —
P 2411-2417.

17. Mitchell L.E., Adzick N.S., Malchiome J. et al. Spina bifida //
Lancet. — 2004. — V. 364, N2 3. — P. 1885-1895.

18. Yen I.H., Khoury M.J., Erickson J.D. et al. The changing epidemi-
ology of neural tube defect, United States, 1968-1989 // Am. J. Dis.
Child. — 1992. — V. 146, N® 7. — P. 857-861.

VSP_4 2008 _BLOK coll.gxd 12.08.2008 19:26 Page 61 $

paboThl XEHCKUX KOHCYy/bTaLun ob6sa3atesibHoe MeanKo-re-
HeTu4yeckoe ob6cnenoBaHue [10].

Taknum o6pas3oM, NPMBOAUMbBIE PA3HbIMKU aBTOPaAMMU NMPUYUH-
Hble GaKTopbl MMEIOT pellatolllee 3Ha4eHNEe B BOZHUKHOBE-
HWUU MOPOKOB Pa3BUTUA MO3BOHOYHMKA M CMUHHOrO MoO3ra.
PesynbTaTthbl Halero nccneaoBaHMs NOJHOCTbIO COBMNaAatoT ¢
[laHHbIMW MUPOBOW NUTEPATYPLI, @ LIMPOKOE BHEAPEHWE Mep
NPOGUNAKTUKM NO3BONSET CHU3UTb YPOBEHb BPOMAEHHbIX
NMOPOKOB Pa3BUTHS.

19. Airede K. Neural tube defects in the middlebelt of Nigeria //
J. Trap. Pediatr. — 1992. — V. 38, N2 2. — P. 27-30.

20. Marin-Padilla M. Cephalic axial skeletal-neural dysraphic disor-
ders: embryology and pathology // Can. J. Neurol. Sci. — 1991. —
V.18, N 2. — P. 153-169.

21. Menkes J., Sarnat H. Malformations of the Central Nervous
System // Child. Neurol. — 2000. — N¢ 2. — P. 305-331.

22. Ocunos A.N. OTBeaeHWE MOYM B XUPYPrUYECKOM NeYeHnn aetemn
C TSXKeNbIMW PacCTPOMCTBaAMU MoYeucnyckaHus: ABToped. Auc. ...
KaHg. med. Hayk. — CI6., 2005. — C. 22.

23. Ynbpux 3.B. AHOManMM N03BOHOYHUKA Y AeTen (PYKOBOACTBO Anst
Bpayei) — CM6.: COTUC, 1995. — C. 335.

24. KynakoB B.W., Buxnaesa E.M., Hukonaesa E.W. CoBpeMeHHble
TEHAEHLMN B PENPOAYKTMBHOM MOBEAEHWUM XEHLUMH B cTpaHax Boc-
To4yHoM EBponbl // Akyw. U ruH. — 2001. — N2 4. — C. 11-15.

25. Kanbur N.O., Guner P, Derman O. et al. Diastematomyelia: a
case with familial aggregation of neural tube defects // Scientific
World Journal. — 2004. — V. 21, N¢ 4. — P. 847-852.

26. Konb6e 0.b. 1 coaBT. CoveTaHHble HapyLeHns GyHKLIMIA MOYEeBO-
ro ny3bips U TOACTOW KUWKK Yy aeten // Mepguatpus. — 2003. —
Ne 6. — C. 91-94.

27. Smithells R. Vitamins and neural tube defects. In: Neural-tube
defects: patogenesis and prevention // Ed. T.K.B. Eskes,
Medicom. — 1992. N° 3. — P. 102-112.

28. Essein F., Wannberg S. Methionine but not folinic acid or vitamin
B12 iters the frequency of nevral tube defects in Axd mutant mice //
J.Nutr. — 1993. — V. 123, N2 2. — P 27-34.

29. Coello C. Weber J. et al. Whole rate embryos require methionine
for neurol tube closure when cultured on cow serum // J. Nutr. —
1989. — V. 119, Ne 1. — P 1716-1725.

30. Smithells R.W., Sheppard S., Shorach C.G. Poccible Prevention of
neurol — tube defects by periconceptional vitamin
supplementation // Lancet. — 1980. — N2 1. — P. 339-340.

31. BopoHos B.I. [TopoKku pa3BuUTUS CMIMHHOIO MO3ra U MO3BOHOYHMK-
Ka y AeTew (CTpaHuLbl UCTOPWU, KIMHUKA, IMarHOCTUKa, Ie4eHune). —
CI6.: CeHTA6pb, 2002. — C. 387-391.

32. AemunkoBa H.C. 3nnaemMmonornieckni MOHUMTOPUHT BPOXAEHHbIX
NOPOKOB pa3BuTUa B Poccuitckon PefepaLivm 1 ero 3Ha4yeHve B npo-
GUNaKTUKe BPOXAEHHbIX aHOManun y aeten: Astoped. AuC. ... AOKT.
Mea. HayK. — M., 2005. — C. 35.

33. Brent R., Oacley G., Mattison D. The unnecessary epidemic of
folic acid-preventable spina bifida and anencephaly // Pediatrics. —
2000. — V. 106, N2 4. — P. 825-827.

34. Cumming F.J., Bradley S. Spina bifida and folate // Med. J.
Aust. — 1999. — V. 170, N¢ 1. — P. 144.

35. Klein N. Folic acid and prevention of spina bifida // JAMA. —
1996. — V. 275, N° 1. — P. 1636.

36. banaxoHoB A.B. Owunbku passutus. N3a. 2-e, nepepabotaHHoOe
1 gononHeHHoe. Cl6.: /16N, 2001. — C. 288.

37. KysHeloBa J1.B. BO3MOXHOCTV M NEePCNeKTUBLI yNbTPOCOHOMpa-
dun B paHHen auarHoctuke 3abosieBaHWM MO3BOHOYHWKA U CUH-
HOro Mo3ra y geten: AsToped. guc. ... KaHg. mea Hayk. — CI16.,
1999. — C. 21.

BOMPOCbl COBPEMEHHOM NEAUATPUU/ 2008/ TOM 7/ N 4



