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Y1 BO3MOXKHOCTAX paHHEN JMarHOCTUKM

N.A. YyryHoBa™, A.A. NMuckynuHa, K.B. KocTiokos

OIBY «HaumoHanbHbI MeaNUNHCKUIN NCCNefoBaTENbCKUI LIEHTP aKyLwepCTBa, TMHEKONOrMU 1 NePUHATONOrN
nMm. akag. B.M. Kynakosa» MuHsgpasa Poccumn, Mocksa, Poccua

AHHOTaumsa

MpepcTaBneH 0630p NMTEPaTYPHbIX AaHHbIX 06 3TUOAOTUK, TPOPUNAKTMKE N BO3MOXKHOCTAX PaHHE ANarHoCTKN fedeKToB HepBHON TPyOKN. Yae-
NeHO BHMMaHUe NprymHamM 1 GakTopam prcka pa3BuTUs AaHHON naTtonoruun. Pasbupatotca pas3nnyHble naToreHeTnyeckmne mexaHusmsl Gopmmpo-
BaHWA He3apaLleHUA HePBHOW TPYOKU, B TOM umncie posib GonmeBoit KUCIOTbl B NPOGUIaKTKe ero BO3HMKHOBeHUA. OcBelleHbl OCHOBHbIE 3Tarbl
YNbTPa3BYKOBOW OLIEHKM CTPYKTYpP LIeHTPasIbHOW HEPBHOW c1UCTeMbl B | TpumecTpe 6epemeHHOCTW. [prBejeHa MeTOAMUKA MOyYeHNs OCHOBHbIX
YNb-TPa3BYKOBbIX N306pa)KeHu, NO3BONALWMX MAEHTUPMLMPOBATb OTKPbITbIN CNHANbHLIN fn3padu3m. Lienb o63opa — npefcrasneHne
COBPEMEHHbIX JaHHbIX 06 3TUONIOrK, MPOPUNAKTUKE N BO3MOXKHOCTAX PaHHEN AUarHoCTUKI. Mo KnoueBbIM CIoBaM «epeKT HepPBHOW TPYOKN»,
«spina bifida», «<npeHaTanbHas gnarHoCTUKa», «ponmneBas KUCIOTa», <MEHUHTOMUENOLIENE», <MUEOLLN3UC» NPOBEAEH aHaNN3 OTEUYECTBEHHbIX 1
3apybeXxHbIX NTe-paTypHbIX 6a3 AaHHbIx: elibrary, Medline/PubMed, Embase, Crossref, PUHLI. B cooTBeTCTBIM C NOCTaBNEHHON Lienblo 0TO6paHo
[NA aHanm3a 25 NCToY-HMKOB iuTepaTypbl. OCBeLOMIEHHOCTb MPaKTUKYOLWX CNELMANNCTOB O MeTofaX JOPOAO0BOM NPOGUNAKTUKMI 1
BO3MOXHOCTAX PaHHel NepuHa-TanbHON yNbTPa3ByKOBOW ANArHOCTUKMN AedEKTOB HEPBHOM TPYOKM NO3BOAMUT CHU3UTb YacTOTY AAHHOI NaTonoruu,
YMEHbLUWTb NoKa3aTenu JeTCKol 3a601eBaeMoCT U NOBbICUTb 3GHEKTUBHOCTL OKazaHWA MEAULMHCKOW MOMOLLM.

KnioueBbie cnoBa: fiedpeKT HepBHOW TPYOKY, spina bifida, npeHaTanbHas AnarHocTuka, donmesas KncnoTa, MeHMHroMUenoLiene, Muenowmsuc Ana
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REVIEW

Neural tube defects: current view on etiology, prenatal prevention,
and early diagnosis. A review
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Abstract

A literature review on the etiology, prevention, and early diagnosis of neural tube defects is presented, focusing on the causes and risk factors for
these disorders. Various pathogenetic mechanisms for neural tube defects and the role of folic acid in their prevention are described. The main stages
of ultrasound evaluation of the central nervous system structures in the first trimester of pregnancy are addressed. A basic ultrasound imaging
technique that allows to identify spina bifida is provided. This review aims to present current data on the etiology, prevention, and early diagnosis
of neural tube defects. A search was conducted in domestic and foreign literature databases (eLIBRARY, Medline/PubMed, Embase, Crossref, RSCl)
using the keywords "neural tube defect," "spina bifida," "prenatal diagnosis," "folic acid," "meningomyelocele," "myeloschisis." Twenty-five papers met
the selection criteria and were included in the review. Healthcare providers' awareness of the methods of prenatal prophylaxis and the possibilities
of early perinatal ultrasound diagnosis of neural tube defects will reduce their incidence and infant morbidity rates and increase the effectiveness of

medical care.
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BBegeHune

Exxerogno B Poccum perucrpupyercs okono 23,04 cmydas
IIOPOKOB Pa3BUTHUA Ha 1 ThIc. poxkpeHuit [1], mpu aToM mo-
poxu ueHtpanbHOU HepBHON cuctembl (ITHC) sanmmaror
Mupupyiollee MeCTO, YCTYIas /JMIIb BPOXKJEHHbIM IOPOKaM

passurus (BIIP) cepmeuHo-cocymucroit cuctemsl. [ledeKTs
HepBHOIT TpyOku (JJHT) nMeroT 60/IbIION YAEIbHBI BeC Cpe-
mu BITP ITHC, yacToTa MX BapbyupyeT B IIMPOKUX Npefienax B
3aBUCMMOCTI OT PEIMOHA M COCTABIAET B cpenHeMm 12,15 Ha
10 ThIC. )KMBOPOXKTEHHBIX [2]. [T0 TaHHBIM pa3NMIHBIX UCCTIe-
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HOBaHMIT, TPOMWIAKTUYECKIIT TIpUeM IIpenaparTos (omneBoi
kucnotel (OK) B 70% crydaeB CHIDKaeT PUCK BOSHUKHOBEHNS
IOAHHOI MaTomoruu (3], HO, K COXXKaJIEeHMIO, TIOTHOCTBIO €T0 He
uckmovaet. [IpunATO cunrare, uro stnonorus JHT mynbru-
¢daxkTOpuanbHasd, IPU 3TOM CYLeCTBEHHOE HEraTMBHOE B/IU-
sIHMe OKa3bIBAIOT MaTepMHCKMe (DAKTOPBI PUCKA, TaKue Kak
AnabeT, OKMpeHIe, IpyeM IMperapaToB, HapyIIAoINX MeTabo-
mmam OK (BambripoeBast KUC/IOTa, TPUAMTEPEH, TPUMETOIIPUM,
cynbdacanasud u Ap.). Takke CyIIeCTBYIOT CHHApPOMaIbHbIE
cryuan [THT, yacTo cBA3aHHBIE C XDPOMOCOMHBIMM aHOMaTNUA-
M1, HO OHY COCTaB/LIIOT MeHee 10% Bcex medektos [4].

Pesy/braThl MCCIEROBAHNUIT IIOCTETHNX TeT cMecTnn ¢o-
KyC IOMCKa NPUYMH HA T€HeTUYECKYI0 COCTAB/IAMIIYI0 IO-
poka. BolaB/eHne B HEKOTOPBIX CeMbAX CIydYaeB pelMAuBa
JOHT mpu nocnepyomyx 6epeMeHHOCTSAX IOATBEPXKAAET Te-
HEeTNYeCKOe BIMSAHNE Ha BOSHUKHOBEHNE TAHHOI ITaTOIOTUN
[5, 6]. Xors usBecTHO 60/mee 200 reHeTMYECKUX MYTAIIVIA, BBI-
spiBatoiux JHT y mabopaTOpHBIX )KMBOTHBIX, B 4aCTHOCTH
y MBIIIIelT, JOCTUTHYT JOBOJIBHO OTPaHNMYEHHBIN NPOrpecc B
OIIpefie/IeHNM MOJIEKY/LIPHOI OCHOBBI, aCCOLMUPOBAHHOM C
JOHT y uenoBeka. AHa/mu3 MOC/IeIOBATeNIbHOCTY T€HOB-KaHM-
IATOB, CBSI3aHHBIX C UX POJIBI0O Ha MOJE/SX MBILIEN, BBIABUII
MpeIoIaraeMble MyTaluy B HECKOIBKIX IeHaX, HO TOIBKO Y
HeOOIbIIOro YMC/Ia 1ab0PaTOPHBIX XMUBOTHBIX. Tak, B 2021 .
L. Gabriel u coaBT. BeIABMINM MoO3amiusm B rexax Vangll u
Vangl2 y smbpuonos Mbiieit ¢ TsoxenbiMu JHT [7]. Panee
A. Robinson u coaBT. 06Hapy>Xmmu MyTauuu B rene Vangl2 y
IUVIOJOB 4YeTOoBeKa C KPaHMOPAXMIIM3UCOM U Y JIIOAEN CO CIM-
HaypHOI guspadueir [8].

AcconyaTviBHBIE VICCTIEOBAHMSA PACHPOCTPAHEHHBIX II0-
MMOPQHBIX BapUaHTOB, OCOOCHHO CBSA3aHHBIX C ONHOYIIE-
ponHbiM MetabonusmoMm DK, ykasplBaloT Ha Takue GaKTOPbI
pucka JHT, xak medext depmenTa MeTmmeHreTparuppodo-
narpepykTaspl (MTHFR). Tem He MeHee MyTalysi TOIbKO Of-
HOTO KOHKPETHOTO TeHa, CBA3aHHOro ¢ Mmerabommsmom OPK,
He MOXXET pacCMaTpMBATbCA KaK OCHOBHAs [eTepPMUHAHTA
pucka JHT. CymjecTByoT 1McclefoBaHusA, MOATBEPXK/AIOIIIe
Mmy/abTaKkTopuanbHyo npupopy BosuukHoBenus JHT. Tak,
coderanne myTtanuy renoB MTHFR 1 MTRR c HefoCTaTKOM
B OpraHu3Me dYe/ll0BeKa Pa3ANYHBIX HMOMUBUTAMUHOB, B TOM
4ycae BUTaMMHA B,,, MOXXeT TPOEKpaTHO yBeIM4YMBATbh PUCK
maHHoro nopoka [9]. B pabore M. Toepoel 1 coaBT. fokasaHa
B3aMIMOCBAI3b MEXJy abeppaHTHOI 9KCIpeccuell reHa TPoM-
6ounrapaoro gakropa pocra anbga-penentopa (PDGFRA)
u BosHMKHOBeHreM JJHT kak y Mblueit, Tak u y mopeit [10].
Bo3MoskHO, HOTpebyI0TCs KpyTHOMACIITaOHbIE MCCTeROBAHNS,
4TOOBI 06€CIIeYNTD JOCTATOYHYIO CTATUCTUYECKYIO MOLHOCTb,
ybennTenpHO IPOBEPUTD, AEICTBUTENBHO /TN TaKVe COYeTAHMS
¢dakropos saBsorcs npuurHamy JTHT.

Ponb OK

OK sABmAeTCA CUHTETHYECKOil (OpMOIl IPUPOTHOTO BU-
tammHa By — ¢donara (or nmarunckoro folium, 4to o603HavaeT
«INCTOK»), BOJOPACTBOPMMOr0 BUTaMMHa rpynnsl B. Ilpupon-
HbIil BUTaMUH By IIOCTYIIaeT B OpraHy3M 4enoBeKa U3BHE B CO-
CTaBe Pa3/NMYHbIX MNIIEBbIX IPOXYKTOB, TAKUX KaK 6000BbIE,
CIIapyka, apTUIIOK, AN11a, 3e/IeHble IMCTOBble OBOLIM (LIMMHAT,
PYKOJIa, KaIlycTa), CBeK/Ia, LIUTPYCOBbIe, OPIOCCENbCKasA KaIry-
cTa, GPOKKOJIN, OpeX!M U CeMeHa, TOBSDKbs [IedeHb, 3aPOJIbIIIN
IILIEHNIIbL, TTaTalisa, 6aHaHbl, aBOKa0 U [ip. B HeKOTOpBIX cTpa-
Hax OK oboramaoT paduHUpPOBaHHbBIE 3€PHOBBIE MTPOAYKTHI
(6emas MyKa, X71e6, KPYIIbI ¥ X/IOIbA A/A 3aBTpaKa). VI3BecTHO,
4TO, IOCTYIAsi B OPraHM3M Ue/IoBeKa, GOoIaThl MpeBPaIaloTCs
B 610/IOTMYeCK aKTUBHbIE BEIeCTBa, yYacTBYIoLIMe B QyHa-
MEHTaJIbHBIX IPOLIECCaX ero Pa3BUTHAL.

Sppexmvr PK:

o CTUMY/IUPYET SPUTPOII0I3;

e y4acTByeT B CUMHTe3€ aMUHOKUCIOT (B TOM YMC/IE METHO-

HJHA, CePUHA, IIMIYHA), HYKJIEMHOBBIX KUC/IOT, ITyPUHOB,
IVPYMUAVHOB, BUTAMIHOB);
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 y4acTByeT B 0OMeHe XOJIMHA, TUCTU/MHA;

o SIBJIAIETCSI BAXKHBIM COIYTCTBYIOMMM (PaKTOPOM B METI/IN-

posanuu JTHK 1 PHK;

e CIIOCOOCTBYET pereHepary MbIIIEYHOI TKaHII;

o B/IMAET Ha Pa3BUTHeE OBICTPO PACTYILIMX TKaHell (koxa, 060-

JIOYKMY >KeTyOYHO-KIUIIEYHOTO TPAKTa, KOCTHBII MO3T).

OcobeHHO BenMKa poIb ITOrO BUTAMMHA B cepe KeH-
CKOTO 3[0pPOBbsI U B Iepnof GepeMeHHOCTH. [JoKasaHO, 4TO
¢domaThl BHINOTHAIT QYHKIMIO 3aI[UTHI IVIOJA OT [eliCTBUA
TEPAaTOTeHHbIX U MOBPEXAAINX (HAKTOPOB, CIOCOOCTBYIOT
HOPMa/IbHOMY CO3PeBaHMIO ¥ (PYHKIMOHVPOBAHUIO II/IALCH-
TBI, MEIOT 3CTPOTEHONOROOHOE HENICTBUE, YTO IO3BONAET
CHIDKATh IIpMeM TOPMOHOB IPU 3aMeCTUTEIbHON TOpMO-
HasbHOM Tepanuu. Ho mys toro, yto6sr @K Havama paborars
B OpraHM3Me 4eI0BeKa, efi Hy>KHO IpOiTy (OTaTHBIN LMK
(puc. 1), k/104€BOIT MOMEHT KOTOPOTO — IIpeobpa3oBaHme Me-
TUOHVHA M3 TOMOLMCTENHA. DTOT KacKaJHBbIl Ipolecc mpe-
BpamjeHuss PK B HocTymHOe AjIsl yCBaMBAaHUS OPTaHU3MOM
IPOMSBOJHOE — 5-MeTH/ITETParugpo¢onaT — KOHTPONNPYeT-
Cs1 BOKHBIMU (epMEHTaMM, B YaCTHOCTU, MeTU/IEHTeTParu-
apodonaTpenyKTasoil.

BoisiB/ieHBl pas/iMdYHble NPUYMHBI HApPyIIeHUs (OmaTHo-
r0 UMKIa: MyTaluy TeHOB (PepMeHTOB (OIATHOIO I{MKIIA
MTHFR, MTR u MTRR, nedunut OK, nedunut Buramuuos B
u B, — HemocpencTBeHHbIX KOPaKTOpOB PepMeHTOB (HOMaTHO-
ro nukna. Kpome Toro, usBecTHel u ipyrue GpakTopbl pucKa —
3a60/meBaHMs XKeTYLOIHO-KHMIIEYHOTO TPAKTa, IPUBOASLINE K
HapyLIeHNIo BcacbiBaHys1 BuTaMuHOB 1 OK, matonorun modex,
HapyLIeHWs [AMeTbl, AJIUTENbHBI IpYeM HEeKOTOPbIX JIeKap-
CTBEHHBIX IIpenaparoB (MeTOTpeKCaT, IIPOTUBOCYHOPOXKHEIE,
[IPOTMBOSIMIENTUYECKIE CPECTBA U [Ip.).

Takum 06pasoM, HeZOCTaTOK mau HapyureHne obomena ®K
IPUBOAUT K TOMY, YTO B KJIETKaX OpraHM3Ma, I/Ia3Me KpOBM Ha-
KaIIMBaeTCsl TOMOLVICTENH, 06/Ma/lalolyii JOCTaTOYHO BBIpa-
JKEHHBIM TOKCUYECKIM, aTePOreHHBIM ¥ TPOMOOGUINIECKIM
mericTBMeM. VI3ydeHbI MOCTIENCTBIUS [UIIEPrOMOLVICTENHEMUN
Ha OPTraHM3M 4YejoBeKa. Tak, OHa MPUBOFUT K PasIMIHbIM OC-
JIOKHEHMAM B PEIPORYKTUBHOM 30POBbe >KEHIIMHBI, TAKNM
Kak (eToIIalieHTapHasi HeJOCTATOYHOCTD, HpPeXeBpeMeH-
Has OTC/IOJKA HOPMA/IbHO PACIOIOKEHHON IUIALEHTEI, Ipe-
aknamicus, gopmuposanue BIIP mroma (OHT, anomamus
JINIEBOTO CKe/leTa, aTpe3yy MUIeBOJa, KOHOTPYHKa/lIbHbIE
HOPOKY CepALia, BOMYbsI IACTh, HOPOKM PasBUTISI MOYEBBIBO-
HALMX mMyTeit v oMaoliene), pUCKy aHTeHATa/lIbHOI rubenn
wiofia. [umeproMolycTenHeMns MOXKeT CIY>XUTb (aKTOpOM
pVCKa pPasBUTHUS OHKONOTMYECKMX 3abomeBaHmil (KOMOpeK-
Ta/bHAasl afleHOKAPLVHOMA, PaK MOIOYHOJ >Ke/Iesbl VM SMIHIU-
KOB), Merajlo0/IacTHOM aHeMMH, CePAeYHO-COCYAUCTHIX 3a00-
neBaHMi (MiIeMmudeckas 60mIesHb cepAla, MHGApKT MIOKapHa,
aTepoCK/Iepo3, aTepoTpoMb03).
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Josuposanne K. CyiecTByIoT 0OLIEIIPMHATbIE YPOBHMY OII-
TUMA/bLHOTO CyToYHOro fo3upoBanusa PK, ocHoBaHHbIE HA MHO-
TOYMCIIEHHBIX OTEYECTBEHHBIX V 3apyO@XKHbIX MICCTIE{OBAHMAX:

* /1A B3pOCJIOTO 4YenoBeka cyTouyHas fosa OK cocrapmsaer

okomo 400 MKr;

o /IS ieTel, B 3aBMCHMMOCTH OT BO3pacTa, Tpebyercs oT 50
1o 400 MKrT;

« Hanbonee akryanpHpiM mpueM OK craHOBUTCA /IS XKeH-
IYH, KOTOpble IUIAHNPYIOT 6epeMeHHOCTb. CTaHAapTHasA
TO3MpPOBKa I/ HUX — oT 400 no 1000 MKr/cyT;

+ 0COOEHHO Ba)KEH IIpUEM ITOTO BUTaMUHA [ JKEHIIVH, ¥
koTopbIx ectb BIIP - spina bifida unm pacmennenue mo-
3BOHOYHMKA, MO0 OHU yXKe MMEIT pebeHKa C TaKoil ma-
TonorMeit. [l HuX B IJIAHOBOM IOPAJKe HY>KHa 60JIbIas
mo3a — okomo 4000 MKT.

CremyeT uMeThb B BUJY, YTO BUTAMMHHBI Ipenapar u Jo-
3MPOBKa Ha3HAYAIOTCA aKyUIEPOM-TMHEKONIOTOM B MHAMBUY-
a/llbHOM HODAJKE B paMKaX IperpaBUlapHOl MOATOTOBKY He
MeHee 4eM 3a 3 MeC [0 IUIaHMPyeMOolt 6epeMEeHHOCTH C YYeTOM
COMaTMYeCKOTO CTaTyca MallMeHTKN 1 ee aHaMHe3a. [I/Id Kax-
JIoro 610/IOTMYECKM aKTUBHOIO BEIeCTBA eCThb CBOM OCOOEH-
HocTu. Tak, s ynyumenus gocrynHoctu @K ee HasHavaroT
B COYETAaHUN C HEKOTOPBIMU BUTaMMHaMmu — B,, B, C. Coue-
TaHMe C LIUHKOM, HAIIPOTUB, IPUBOAUT K 00pa3oBaHIIO Hepac-
TBOPYMOTO KOMIIJIEKCa, YTO IIPEIATCTBYET YCBOECHMIO (oara.
Hapo yuuTeIBaTh 1 TO, 4TO Ipemaparsl BUTaMuHa By BbIITycKa-
10TCA 1A npodWIaKTUKM U A nederns. ITepens6pirox @K
(1 BuTaMuHa B),) npu mpueme TepaneBTHYECKOrO IIperapara
BMECTO MPOQUIAKTUYECKOTO MOXET IPMBECTVM K TaKUM Ce-
PbE3HBIM TIOCTIEACTBUAM, KaK HapyllleHMe IOBeleHIecKoil pe-
aKLyM y pebeHKa, pUCK pOKieHNA pebeHKa ¢ ayTusmom [11].

BapuanTtbl HT

JOHT BxmouyaloT B cebs Tpynmy Ho3o0mormdeckux ¢opwm,
OOTBIIMHCTBO 13 KOTOPBIX C IIOMOLIbIO BU3Ya/nbHON [Ma-
THOCTVKM, BO3MOXHO MAEHTU(UIMPOBATh yXe B paMKax
ckpuHuHra I TpuMectpa ¢ 11 mo 14-1o Hefeno GepeMeHHO-
CTHM U B CTy4ae BbIAB/IEHNS IIOPOKA NIPepBaTh 6epeMEeHHOCTD.
K abcomoTHO /eTanbHBIM IOPOKaM OTHOCATCS aKpaHus/
sk33HLedamus/anoHnedanusa. KpaiiHe HebmaronpusTHsI
UCXOf, UMeIOT Takue rpy6oie mopoku IJHC, kak amobapHas
rononpossHiedanusa, uHKouedanus ¥ HeKOTopble (GOpMBbI
YeperHO-MO3TOBBIX I'PbDK. Hambonpiyo CIo)XHOCTh B fua-
THOCTUKE U IPUHITUM PEIICHNIT BBI3bIBAIOT IIOPOKIL, SIBJISIO-
IiMecs HeJIeTa/IbHBIMM, HO IPUBOAAIINE K TSXKeIOi MHBATN-
HOCTM BBUJY BBIP@KCHHBIX HEBPONOTMYECKMX HapPYIICHMIL.
K TakuM opokaM OTHOCSITCS CIIMHHOMOSTOBbIE IPBDKH (Spina
bifida) - medexr pasBuTyA MO3BOHOYHMKA B pe3y/lbTaTe Ha-
PYLIEHNS Hellpy/IAnMu Ha 3 1 4-11 HefienAaxX BHYTPUYTPOOHOTO
pasBUTHA.

Spina bifida mopgpasaensercss Ha 3aKpBITYI0 U OTKPBITYIO,
U30IMPOBAHHYIO MM B COCTaBe CMHIPOMOB. 3aKpbITas spina
bifida (occulta) sBnsieTcss Hanbonee 6IATOIPUATHBIM BULOM
CHMHANBHOTO Au3padysMa U IpefcTaBisieT coboil gedexT
TTO3BOHOYHMKA, IOKPBITHI KOXEI, 6€e3 BOBJIEYEHUA Lepe-
6pa/nbHBIX CTPYKTYpP B matonormdeckuii mpouecc. OTKpsITast
spina bifida mMo)xeT OBITH IpefcTaBIeHa HECKONBKUMU TH-
maMu: ¢ GOpMUpPOBaHMEM TPbDKEBOTO BBIIIAYMBAHUA Yepes
fedeKT MO3BOHOYHNMKA M BBILIETEKAIUX TKaHeil (MEHMHIO-
Ijelie — C XUAKOCTHBIM COJEP>KUMBIM, MIETOMEHUHTOLeTIe —
B COCTaB TaK)Xe BXOAUT TKaHb CIIMHHOTO Mo3ra) 1 6e3 ¢dop-
MUPOBAHMS IPBDKEBOTO BBIMSAYMBAHNS (PaXMIIN3NC — CIIVH-
HOJII MO3T OCTAeTCSl OTKPBITBIM B CIIMHHOMOSTOBOM KaHaje).
Mue/TOMEHUHTOLIeNIe ¥ PaXMIIN3KC SIBIAIOTCA COCTABHOM Ya-
ctpio Manbdopmanuu Apronbga-Kuapu II tuma (Kuapnu 2),
IUIsL KOTOPOJ XapakTepHO BK/IMHEHME MO3XKedKa M CTBONIA
Mo3ra B 6O/IbIIOE 3aTBUIOYHOE OTBEPCTHE, YTO IPUBOAUT B
HajbHeIlIIeM K Pa3BUTHIO TUApoLedannu U TsHKEION MHBa-
mupausanyy. OCHOBHBIM IIPOABTICHNEM [AaHHON ITaTONOTUU
SIBJISIETCS CHYDKEHVE IBUTATeIbHON aKTMBHOCTY M YYBCTBU-

CONSILIUM MEDICUM. 2023;25(8):491-496.

TEIbHOCTY HVDKE YPOBHA IOPaKEHUs, NMPOSBIAKOIIEECS B
BUJie Iape30B U [apajindeli HYKHUX KOHETHOCTelL, [UCHYHK-
LMY Ta30BbIX OPTaHOB.

Bo3mMoXXHOCTb NnpeHaTanbHOM anarHoctuku BMP
HepBHOI TPY6KM

BosmoxxHOCTD npeHaTanbHON AuarHoctuku BIIP nepBHOIT
TPYOKM IIPONO/DKAET OCTAaBaTbCs aKTYalbHOM 3ajadeli, He-
CMOTpPS Ha 3HAYUTEIbHBIN NPOPHIB B PaHHEN I€HETUYECKOI
IMATHOCTMKE XPOMOCOMHBIX aHOMA/INit ¥ TIOPOKOB PasBUTHA,
B TOM 4MC/Ie ¥ aHoMauit romosHoro (I'M) u criMHHOro Mosra.
B 6onbIIMHCTBE CMy4YaeB AMATHOCTMKA OTKPBITOrO CIIMHA/Ib-
HOro AuspadusMa MPUXONUTCS Ha CKpuHMHT 11 TpumecTpa B
cpoke 19-21 Hen 6epemeHHOCTH. KnaccuyeckuMu ymbrpasBy-
KOBBbIMU npusHakamy Kvapu 2 siBistrorcst: popMa depera «im-
MOH», flepopMarLys MO3KedKa 10 TUIY «OaHaH» BCIEHCTBUE
€ro BK/IMHEHMs B OOJIbIIIOe 3aTHUIOYHOE OTBEPCTIE, BEHTPU-
Ky/JIOMeTanusA, OTKPbITasA CIIMHHOMO3roBas TpbDKa (MMesno-
MEHJHIOLIe/le M PaXMIIN3KUC). B MHOrOuYMCIeHHBIX MCCIeno-
BaHUAX HOC/IENHUX JIET BBIAB/IEHA aCCOLMALMA CIMHATbHOIO
puspadusMa C PasIUYHBIMU CTPYKTYPHBIMU aHOMAIMAMU
ITHC (HapyuleHye MUTpaIiMM HelIPOHOB, MEePUBEHTPUKYILAP-
HasA TeTepOTONMS, MOTMMUKPOIUPHA, AUCIIIA3UA MO3XKeUKa U
MO30/IMCTOrO Tenma) [12-25].

YuuTbiBasg IpOrpecc MOCTeTHMX AECATUIETUII B 0671acTu
(deTasbHOM MERULMHBI ¥ BO3MOXXHOCTb BHYTPUYTPOOHOI
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CpenHecarutTanbHbli Ypeaxenyao4kosbii Ypecranamuyeckuit

Tpu napannenbHbie MHIM + CMMMETpUYHOCTb nonywapuid,  Tanamycbl pasaeneHbl ceprom™

CBEpXY BHU3: pasfeneHue ux cepnom
* CTBON + Koctv cBopa vepena mo3ra
« IV xenynoyex BU3yanu3upyloTcs

+ Gonbluas umMcTepHa + [locTatouHo NnkBopa B GOKOBOM

xenynouke (BX)*

Puc. 2. YnbTpa3sByKoBble Npu3HaKu oTKpbIToli spina bifida B | rpumectpe 6epemerHocT (11-14 Hep). OueHka M.

Cpes uepe3 Bogonpoeoa mosra Cpes Ha ypoeue IV xenygouka

Buayanuaupyetcs npocset
BOAOMPOBOAA, OKPYXEH HOXKaMM

IV xenynodek

S
3 COCYAVICTO. CrITIETEHYE
eV xenypouka
<.
Buayanuanpyetcs npocset
IV xenynouka, iHO KOTOPOro
BbICTUNIAET COCYAMCTOE CreTeHne

+ He onpenensiotcs 3 nnHum Tanamycul pa3aieneHbl cepriom™
(cTBon — IV xenynoyek —
Gonbluasi LMcTepHa)

+ CTBON* CMELLIEH K 3aTbINIOYHON
KocT!

-
COCYAMCTbIE CTIETEHNS 3aHAMAIOT
1/2 wnn menee npocseta BX

« Bogonposog Mo3ra
He BU3yanuaupyetcs

* KoHTyp HOXek MO3ra cMelLieH
K 3aTbINOYHOI YacTU

OTeyTCTBYET BU3yanM3aLms
IV xenynouka

Puc. 3. YnbTpa3sByKoBble Npu3HaKu oTKpbIToli spina bifida B | Tpumectpe 6epemeHHocTH
(11-14 Hep). OLeHKa NO3BOHOYHMKA.

M03BOHOYHMK

MonepeyHblit

TM03BOHO4HMK MOKPLIT KOXEN HA BCEM NPOTSIXEHUN « Tpu LEHTPa OKOCTEHeHUs
« T03BOHOYHMK MOKPBIT KOXEN

Ha BCEM MPOTAXEHUN

1
1O
O L.
= X
Q=
S 5
BbingunBaHne IPbXEBOro MeLlka * BbingunBaHue rPbIXEBOro MeLLKa
+ OTCyTCTBYET TUNNYHOE
1306paXeHue LIEHTPOB OKOCTEHEHMS!
(&)
=
(v
=
a
MpepbiBatne 300paXEHNS KOXN «MUHYC TKAHb» — « Koxa He nokpbIBaeT No3BOHOYHUK
10Ka3aHo CTPENKoiA « OTCyTCTBYET TUMMYHOE M306paxeHue
LEHTPOB OKOCTEHEHUS
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koppexuuy spina bifida, Bxozsiutei B co-
craB Kuapn 2, guarnoctidecknit pokyc
TAaHHOI IATONOIMM CMECTWICS Ha BHY-
TpudepemnHble Kputepun. ITouck HOBBIX
BO3MOXKHOCTeJl ~paHHEro BBIABICHNA
BPOX/ICHHBIX aHOMAJINII IIPUBeT MHOTTX
CIeNVAIICTOB K OCO3HAHUIO TOTO, UTO Y
wiopa yxe B I TpumecTpe 6epeMeHHO-
CTM MOXXHO IIOJy4aThb TOYHO TaKMe >Ke
sxorpadudeckue cpe3bl aHaTOMUYECKIX
crpykryp I'M, xak u npu HelipocoHo-
rpadum y meTeil MepBOTO TOfia >KMU3HMU.
TakuMm 06pasoM, B MMPOBYIO IIPaKTH-
Ky HPUILIO IIOHATUE «HENPOCOHOIpa-
¢us» mI0Ha, a BMeCTe C HUM, II€PBbIE
pe3y/lbTaThl BbIABIEHNA CIMHAIBHOTO
puspadusMa Ha OCHOBAHUM M3MEHEHNs
CTPYKTYP U IIOJIOXKEHUS 3aJHAX OTLE/I0B
I'M y niona y>Xe B paMKaxX CKPMHMHIA
I rpumectpa 6epemennoctu [13].
MeToauK yIbTPa3BYKOBOI OLleHKM
crpykryp ITHC B I Tpumectpe Gepe-
MEHHOCTU. M03roBble CTPYKTYPBI II/IO-
fa B I TpumecTpe 6epeMeHHOCTH OLieHN-
BAIOTCSA B TPEX IJIOCKOCTSAX: AKCUATIbHOIA,
CaruTTaZbHOM M KOpOHapHON. B cpen-
He-CaruTTa/JbHON IIJIOCKOCTY IPOIOp-
LIMOHA/IbHOE COOTHOLIEHNE CTPYKTYD:
ctBon — IV xemypmodexk — 6Gonbluast nu-
CTepHa, a MMEHHO BU3ya/lm3alusa MX
B BMJE TpexX MapajyeNbHbIX JIUHUIL,
paccMaTpuBaeTcsi Kak HopMa (puc. 2).
B akcmanbHOI IJIOCKOCTY OLIEHMBAIOT-
¢l cnepymomye sxorpaduyeckue cpesbl
I'M: 4pe3XenylouKOBbIil, YpecTamaMu-
YECKUII, Cpe3 depes BOJOIPOBOJ, MO3Ta

CONSILIUM MEDICUM. 2023;25(8):491-496.
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Puc. 4. BHyTpuyTpo6Has KoppeKkuusa spina bifida.
MoTtomatepuan 13 onepaumonHoi OIreY «HMUL AITI
nMm. akag. B.M. Kynakosa».

u cpes 4epes IV xemypmodyek. ®akT cMellieHMs 3a[JHETO Kpas
CUIbBYMEBA BOJOIPOBOJIa K KOHTYPY 3aThI/IOYHOI KOCTU U OT-
cyTcTBUe Busyanmmaanuy IV skemyfodka B akCHaIbHOM Cpese,
a TaK)Xe YMeHblIIIeHNe PACCTOSHUS MeX/Y 3afHIM KOHTYpPOM
CTBO/IA M 3aTBUIOYHOJ KOCTBIO B CarMTTaJIbHOM Cpe3e SIBJIA-
I0TCsI MapKepaMy OTKPBITOTO CIIMHAIBHOTO AM3padu3ma, 4To
TpebyeT IPULEIBHOTO M3y IeHNs IO3BOHOYHMKA.
ITosBoHOYHMK OLEHMBAETCA B TPEX Cpe€3axX — CaruTTA/IbHOM,
IIOIIEPEYHOM U KOpoHAapHOM (puc. 3). B HOpme MO3BOHOYHMK
IIOKPBIT KOXKeJl Ha BCeM IPOTsKEHMM, BU3YaIU3UPYIOTCA €ro
3 IeHTpa OKOCTEHEeHWsI, OTCYTCTBYeT MCKpUBJIEHME. DXOrpa-
(1)M‘{€CKI/IMI/I IIpM3HaKaMM OTKPBITOTO CIITHA/IbBHOTO ]11/[31)3.(1)]/[3-
Ma SABJIAIOTCA CIefyIolie HaXOAKM: fieeKT KOXM, Hammdme
TPbDKEBOTO BbINIAYMBAHNA, OTCYTCTBME TUINYIHOIO 1/[306pa-
JKEHMS LJEHTPOB OKOCTeHeHUsI. JJOIIO/THUTENbPHO IPOBOSUTCS
IIOMCK COYE€TAHHBIX ITAaTOIOTUYECCKUX COCTOHHMIZ, TaKX KakK
uckpusyerre (kudos/ckonmnos), remuseprebpa u ap.

Bo3amoxxHocTU neueHus spina bifida

B HacTosIee BpeMs BO3MOXHBI 2 BapMaHTa JIeY€HMS OT-
KPBITOTO CHMHANbHOro auspadusma. CraHapTHas TaKTH-
Ka 3aK/II0YaeTCs B 3aKpbITUM AedeKTa B TedeHMe 1-X CyTOK
[OCTIe pOXAeHMsT pebeHKa, Py HeOOXOAMMOCTH BO3MOX-
Ha yCTaHOBKA ITYHTa B IIONIOCTDb XemymoukoB I'M (BeHTpu-
Ky/IOLIepUTOHea/IbHOe LIYHTMpOBaHue). Bropoil BapuaHT
JledeHNss — BHYTpUYTpOoOHass Koppekuus spina bifida, BbI-
IosHsieMasi Ha cpoke OepemeHHOCTM 19-26 Hepy. B MupoBoit
NMUTEpaType MMEITCA IKCIEePMMEHTANbHble U KIMHUYECKUE
MaHHDBIE, YKas3bIBaKOIIME, YTO IIPEHATA/JbHOE 3aKpbITUE Jie-
(eKTa mpefoTBpalaeT WM CYLeCTBEHHO CHIDKAeT pasBUTIE
aHoManuu Kuapu 2 u ynydimaeT MOTOpHYI0 GYHKIIMIO HIDK-
HUX KOHeuHocreit [15, 16]. B Hauteit crpane ¢ 2019 1. BHyTpu-
yTpobuble onepauny mpu Knapu 2 akTMBHO IIPOBOASTCS KO-
MaH/[0J1 aKYLIEPOB-TMHEKOIOTOB U NETCKUX HEIPOXUPYPTOB B
OI'BY «HMUI AI'TI M. axap. B.JL. Kynakosa» (puc. 4). [lan-
Hasi Ollepanusi OTHOCUTCS K «OTKPBITOI» (eTanmbHOI XUpyp-
UM, KOTHa paspes IepefHeil OPIOLIHOI CTeHKM 6epeMeHHOI 1
CTEHKM MaTKM obecIedynBaeT JOCTYI K II0Ay. Llens maHHOTO
JIedeHNs] — HPeKpaTUTh [ajibHeillllee BHYTPUYTPOOHOE IIO-
BpeXJeHNUe CIMHHOTO MO3ra ¥ IpefOTBPAaTUTh, YMEHBIIUTD
1 faTb obparHoe pasButre anoMmanuu Kuapu 2. Iloce BHY-
TPUYTPOOHOIT OIepaliy MALMEeHTKA Pery/LApHO HabMogaeTCs
BpayaMi IIeHTpa BIUIOTh O MOMEHTa POJlOpa3pelleHNs, KO-
TOpOe NPOBOAMTCA IIyTeM KecapeBa ceuyeHMA. B TeueHnme
BCero Iepuopa OepeMEeHHOCTM MAalMEeHTKA HAXOJUTCS IIOf
narpoHaxkeM 6rnarorBopurenbHoro ¢poHpa «Spina bifida», ko-
TOPBIIl OKa3blBae€T MHOTOCTOPOHHIOIO IIOMOIb, B TOM 4MCIIe
¢dunaHCcoBYyI0. [Tocne poxeHns pe6eHOK TaKkxkKe HaTPOHNUPY-
eTcs crenyamicTamu ¢orpaa. C Leablo yIydIIeHns KayecTBa
00pa3oBaTenbHOTO IpoLiecca CIeNNaINCTOB BO BCEX Pery-
OHAX CTPaHBI M PacIIMpeHNus UX Kpyrosopa B 00/1acTy BO3-

CONSILIUM MEDICUM. 2023;25(8):491-496.

MO>KHOIT IIOMOLIM PeGeHKy Ha 3Talle er0 BHYTPUyTPOOHOro
pasBuTysa (GOHA NMPOBOFUT OeCIIATHbBIM OOyYaroLMil Kypc
10 TIpeHaTaIbHOI Y/IbTpa3ByKoBoit Anarnoctuke BITP ITHC.
JlekxTOpaMu JaHHOTO Kypca ABNAITCA Bpaun-skcneptel PIBY
«HMMWI] ATTI nm. akapn. B.J. KynakoBa».

MepcnekTuBbI geTei co spina bifida

Besyc1oBHO, IpOrHO3 KaueCTBa XXI3HM /TI0feN co spina bifida
3aBUCUT OT MHOTUX (paKTOPOB, B TOM 4YNMC/IE YPOBHS Havajia
MOpaXKeHMsI MO3BOHOYHNMKA, HaIN4MA/OTCYTCTBUA TUAPOLie-
¢amuu, HapyureHus: paboTel CHUHKTEPOB U TA30BbIX OPraHOB.
IIpu aTOM feTn, po>k/ieHHbIE C JAHHOI ITaTOIOTMel, MHTeN/IeK-
Tya/IbHO MO/THOLIEHHBIL.

BuyTpuyTpo6Has koppekuus spina bifida maer Bosmox-
HOCTD ellle IO POXX/EHMsI 3aKpPBITh JeeKT MO3BOHOYHMKA U
TEM CaMBIM IIPEKPATHUTH JIMKBOPEIO 1 CMEIIleHNe 3a{HUX OT/ie-
n0B I'M B 6071b1110€ 3aTBIIOYHOE OTBEPCTHE, TEM CAMBIM 3HAYN-
TE/bHO YAYYIIUTD IOCTHATA/IbHbIE ICXOABL. Takue HeTu MMeroT
6O/IBIION IIAHC CTATh CAMOCTOSITE/IBHBIMU M HE3aBUCHMBIMU
OT POSMTENEN U MOMOIIHMKOB, JKUTD IIOTHOLIEHHOMN >XM3HBIO,
IOCeIaTh AeTCKUIL cafi M LIKOJY, HOMy4aTb oOpasoBaHue, 3a-
HUMAaTbCA TBOPYECTBOM, CIIOPTOM M CO3[jaBaTh CEMBI.

3aknioyeHune

IHT npencTasisaiT co60li IPYIITY BPOX/ECHHBIX aHOMANIA
PasBUTUA C MIMPOKUM CIIEKTPOM KIMHMYECKUX HMPOAB/IEHMIA:
OT JIeTa/IbHbIX BapMAHTOB [0 HE3HAYMTEIbHBIX NPOABIECHUIL.
OTKPpBITBIIT CIIMHA/IBHBII AU3paduaM AB/seTCsA Hanbomee pac-
TIPOCTPAaHEHHBbIM ¥ TAXXKENbIM U3 BCENl IPYIIIbI He/leTalbHbIX
BITP ITHC.

ITpuem mpenaparos @K B paMKax MHAMBU/Ya/JbHOTO IJIaHA
TIperpaBy/lapHOI HOATOTOBKY II03BOJIAET 3HAYUTEIbHO CHU3UTD
puck BosHukHoBeHuA [JHT, ojHako IOMHOCTBIO HE VICKTIOYaeT
€ro BBUJY My/IbTU(AKTOPIATbHOI STUOIOTUY OPOKA.

YibTpasByKoBasi [MarHOCTMKA OTKPBITOIO CIIMHAIbHOTO
puspadusMa B paMKax CKpuHIHTa I TprmMecTpa 6epemMeHHOCTH
TO3BOJISIET CEMbe CAIe/IaTh ONTUMAbHBIIL BEIOOP HanbHeIein
TaKTUKM C y4ETOM MOPaTbHO-3TUYECKMX B3IIALOB.

PackpbITiie HHTepeCOB. ABTODBI AeKIapUPYIOT OTCYTCTBUE
ABHBIX J IOTEHIIMATbHBIX KOH(INKTOB MHTEPECOB, CBA3aHHbIX
¢ my6nuKanuest HacTosIIel CTaTby.
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