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NMPOOUNAKTUKA NOPOKOB PA3BUTUA

MoBpexaeHne LEeHTpanbHOW HEPBHOM CUCTEMDI Y NI0AA ABASETCA OAHOW M3 BaXKHbIX TEM B COBPEMEHHOM
MeAULMHE, T. K. OTHOCUTCA K TSXKENbIM BPOXKAEHHbIM 3a00/1€BaHUAM C He6MaronpuATHbIM NMPOrHO30M,
CONpOBOXAAWMMCA TM6eNbio NN0AA U HOBOPOXAEHHOTO MU TSXKeNou uHBanuausaumei. NpumeHeHue
¢onuneBoi KMCNOTbI UAM NOAUBMTAMUHOB B NEPUKOHLENTYa/IbHbIA Nepuos oTHOCUTCA K 3(PPEKTUBHbIM
cnoco6am nepBUYHOM NPOGUNAKTUKU NOPOKOB Pa3BUTUS HEPBHOM TPYBKMU.

Knioueasvbie cnoasa:
¢onuesas kucroma
memurnupogaHue JHK
b6epeMeHHOCMb

Oegpekmbi HepBHOU mpybku
nopoku passumusi y naooa

HTEHAaTa/bHOE MOBPEXAEHME LEeHTpPaNbHOWM
HepBHOM cuctembl (LLHC) y nnopa sBngetcs
04HMM M3 Hanbonee 4acTo BCTPEYaEMbIX BPOX-
LleHHbIX 3aboneBaHWi. AHOManMM pas3BUTUS TOJOBHOMO U
CNUHHOTo Mo3ra coctaengatoT ot 10 no 30% ot BCex nopo-
KOB pa3Butus. 1o LaHHbIM NUTEpaTypbl, HaCTOTa BPOXKAEH-
HbIX nopaxkeHui LIHC BapbupyeT ot 1-2 cnyyaes Ha 1 000
no 1 cnyyas Ha 100 popos. Knaccudukaums nopokos HepB-
HOM CMCTEMbI OCHOBAHa Ha MakpOCKOMMYECKMX M MaToreHe-
TMYECKMX MPM3HAKax KOHKpeTHoro 3abonesaHus [1-8].
Mopoku pa3zsutna LLHC oTHOCATCS K TSKENbIM BPOXAEHHbBIM
3aboneBaHMaM C MNAOXMM MNPOrHO30M, KOTOpble MOryT
ConpoBOXAATbCH MO0 rnbenbito NnoAa MAM HOBOPOXKAEH-
Horo, nbo Tsxenon nHeanuansaumeit [1, 2,9, 10]. AuarHoc-
TMYECKMEe [aHHble AaXe TOMbKO O BO3MOXHOM HanMuuu
Kaknx-nmbo npmsHakos nopaxeHuns LUHC y nnoga aktmeHO
BAMSIOT Ha aKyLepCKytl TakTUKy (NpepbiBaHue bepemeH-
HOCTW, N1I0A0Pa3pyLLIatoLLas onepaums uamn oTkas ot onepa-
UMM KecapeBa Ce4yeHWs, MpOM3BOAMMOro B WHTepecax
nnopa). Beisenenne aHomanum passutmg LLHC y HoBopox-
[leHHOro Onpeaenser He TONMbKO XapakTep aAeKBaTHOM
Tepanuu, HO M MPOrHO3 BO3MOXHOMW COUMANbHOM XXM3HU
pebeHka. Takas cuTyauus 06bIYHO Ype3BbIYAWHO TpaBMa-
TMYHA AN MaTepu W L19 CEMbM B LENOM, U YEM paHblue
NOCTaBNeH AMArHo3, TeM MeHbLle OTpMLATENbHbIX MCUXON0-
TMYEeCKMX 1 COLManbHbIX MOCNeACcTBUiA. B HacToswee Bpems
NPOCNEXMBAETCA 3HAUYUTENbHLIN MPOPbLIB B aHTEHATaIbHOM
[IMarHocTuke nedekToB pa3BMTMS NN0AA B CBA3M C NpuMe-
HEHMEM 3KCMEepPTHOro 3xorpaduyeckoro McCiefoBaHMs, a
TakXe NpeHaTaNbHbIX METOLOB AMArHOCTUKM (XPOMOCOMHO-
ro U reHeTUYEeCKOro aHanu3oB U T. 4.).
[edexTbl HeBpanbHoM Tpybku (OHT) aBnsoTcs aHoManwm-
AMU MyNbTUHAKTOPHON 3TMoNornn. Bo3amMoxHO Bo3aelcTBMe
pa3HbIX TepaToreHHbix (akTopoB, 3aboneBaHwWit MaTepu

26 | MEAULIMHCKUIA COBET + N202, 2016

(HapyweHwue xunpoBoro obMeHa, caxapHblit Auabert, rmnoTu-
peos u T. A4) [11-17]. Mo AaHHbIM AuTEpaTypbl, AeduumuT
donuesort kncnotbl (OK) MoxeT 9B19TbCS HAKTOPOM pUCKa
passutng OHT [18].

OpHuM 13 Hanbonee 4acTo BCTPEYAOLLMXCS MOPOKOB
passutng LUHC aBngetca Spina bifida (puc. 1). JaHHoe 3a60-
NeBaHMe COBMECTUMO C XKM3HbIO, HO XapaKTepPU3yeTcs BbICO-
KO CTeneHbl WMHBaNMAM3aLMM U COLMANbHOM Ae3adanTa-
Lmmn BonbHbix [14].

B Mupe yactota BCTpeyaeMocCTM AedekToB HepBHOM
Tpybku nnopa konebnetca ot 0,17 go 6,39 Ha 1 000 HoBo-
poxaeHHbIX [19]. Tak, B INOHWMM OHa cocTaBngeT nopsaka
0,2,a B ClHA - o7t 0,8 po 1,4 cnyyag Ha 1 000 HoBOpOX-
AeHHbix [20]. B passuBatowmxcs ctpaHax Abpuku n Asum
nokasaTteNlb pOXA3aeMOCTW AeTeil C NMOpoKaMM pa3BUTUS
HepBHOM TPybKM OCTaeTcs AOCTaTOMHO BbICOKMM U HAXo-
antca B npegenax 2-6 Ha 1 000 HoBopoxaeHHbIX [12].
PacnpocTpaHeHHOCTb NOPOKOB pa3BuTUS Nnona B Poccum k
KoHUy XX B. gocturna 15% [21], @ ux yLenbHbl Bec B
CTPYKType MNepuHaTanbHOM WM MNafeH4Yeckon CMepTHOCTH
cocTaBun He MeHee 20% [22, 23].

B Hacmosujee 8peMn npocnexusaemcs
3Ha4umMesbHbIli NPOPbI8 8 AHMEHAMANbHOLI
duazHocmuke degpekmos paszsumusn naoodad 8 ceA3U
€ npuMeHeHUeM 3KCnepmHo20 3X02pagdu4veckKo20
uccne0oBaHus, a makyxe NpeHamasbHbiX Memooos
ouazHocmuKu (XpOMOCOMHO20 U 2eHemu4ecko20
aHanu3os u m. 0.)

BaxHbIM pasnuunemM B MporHose y nnoga co spina
bifida aBnseTca auddepeHUMPOBKA Ha OTKPbITYID U
3aKpbITyt0 Gopmbl. [Tpy Hanuymm oTKpbITOM GopMbl Spina
bifida mporHo3 gng nnoga 3HAYMTENBHO XYXKeE, YEM MpU
3aKkpblTon @GopMe. HOBOPOXAEHHbIA, POAMBLUMICA C
OTKpbITOM hopmoi Spina bifida, umeeT Taxenyt HeEBpoOJO-
rMYeCcKytd CMMMATOMATMKY B MepBble 4YacCbl POXAEHMS.
XapakTepHbl MOTOPHbIE U CEHCOPHbIE HAPYLUEHUS, 3aBUCS-
wue oT ypoBHS Spina bifida (Yalwe NOSCHMYHO-KPecTLo-
Basg nokanusaums).

Hanbonee yacto BbigBasieMoit dopmoi Spina bifida
(90%) sBnseTcs oTkpbITas Gopma — MuenoMeHuHrouene [19],



npu KOTOPOWM CMUHHOW MO3r M TBepAas Mo3roeas 060104ka
BbIXOAST 3a Npefenbl N03BOHOYHOro kaHana. Chopmupo-
BaBLUEeCs Npu 3TOM TPbIKEBOE BbINSYMBAHME HAMOMHEHO
CMUHHOMO3rOBOM XMAKOCTbHO.

OCoBeHHOCTbID  KIMHUMYECKOro TeyeHus 3Toi (hopMbl
MWUENoAMCMNA3NM SBNSETCS YACTOe CoYeTaHume ¢ ruapoueda-
nven (74,13%), aHomanmen Kuapu, cupuHrommenvei u opy-
rumn aHomanmammn LIHC (57,71%), a Takxke BbIpaXeHHbIi
[BUraTeNbHbIM AedULMT U OTCYTCTBME KOHTPONS 33 Ta30Bbl-
Mu dyHKLuMaMm [8].

MposiBNEHMAMM CKPbITbIX AM3paduit B paHHeM Bo3pacTe
SBNSHOTCS PACCTPOMCTBA 3apOAbILLEBOrO Pa3BUTHS, Takhe Kak
rMNepTPUX03, NMUIMEHTHbIE MATHA, KOXKHbIE BTSXKEHMS, NOA-
KOXXHble 00pa30BaHMs, paCMONOXEHHbIE MO CPEAHEN NMHUK
B NOSICHUYHO-KPECTLOBOM 0bnacTy.

B mepuopnbl yckopeHHOro pocta ckpbitas dopma Spina
bifida MoxeT nposBUTLCS CMHAPOMOM (HUKCMPOBAHHOIO
CMMHHOrO MO3ra, KOTOpbIi NpefcTaBnseT coboi coyeTaHue
HapyLeHM YyBCTBUTENbHOCTH, CNABOCTU B HUMKHUX KOHEY-
HOCTSIX, TA30BbIX HapyLeHWi, TPODUYECKUX U APYrUX pac-
CTPOMCTB.

CnNMHHOMO3rOBbIE IPbKM B MOAABAAKOLLEM DONbLIMHCTBE
HabnoAEHUI COYETAOTCS C aHOMAAMSMKU TONIOBHOIMO MO3ra
no Tmny mansbopmaumm Kuapu Il Tuna [5, 24]. Mpu 06Hapy-
xeHun OHT y nnoga BO3MOXHO pa3BUTUE BbIPAXKEHHOTO
MHOrOBOAMS C paHHen MaHudecTaumen HaymHaa co |l Tpu-
Mectpa 6epeMeHHOCTW. [pyM NpoBefeHWM WCCIefoBaHMS
BMOXMMUYECKMX MApKEpOB BO3MOXHO MOBbilLeHWE UMDP
a-heTonpoTenHa B CbIBOPOTKE KPOBWM HEpPEMEHHOM, a Takxe
aMHMOTUYECKOM XMAKOCTU. Ha doHe HapacTatoLlero konunye-
CTBa aMHMOTMYECKOW XMAKOCTH, B
pe3ynsTaTte OCTPOro MHOrOBOAMS BO3-
MOXHO PasBWUTME MNpPeXAeBPeMEHHbIX
ponoB. [ns 3akpbiTbix dopM Spina
bifida, He conpoBOXaaOWMXCI NUKBO-
peeii, yalle XapakTepHbl HOpMasbHble
undpsbl a-betonpotenHa [9, 25].

B GonblmHCTBE CyyaeB yepenHo-

MO3rOBbIX FPbIXX OTMEYEH MI0X0i npo- Tab. x1.
FHO3 M3-33 0O/bWOro KOAWYecTBa

OCNOXKHEHUI M 4aCTOro CcoyeTaHus ¢ %
Pa3NYHbLIMKM AHOMANUAMM U FreHeTUYe- sigins; =ople

CKMMK  cuHapomamm  (Mekkens -
[pybepa, lonbaenxapa, Pobeptca, Tpu-
comusa 13 n gp.). OTMeYeHo, 4To, HeCMo-
TPS Ha HanMuMe neyeHus, B NMONOBUHE
C/lyYaeB AT C rpbbker ymuparT. Bo
BCeX C/y4asx HabnoaaloTcs Taxenble
MOTOPHblE PAaCCTPOMCTBA, a Y MOMOBUHbI
BbDKMBLUMX [eTeid - HOpManbHoe
MHTENNEKTyanbHoe passuthe [24, 26].
AreHe3uns MO30AKUCTOro Tena 4acTo
ABNSIETC YACTbl0 FEHEeTUYECKMX CUH-
[LPOMOB M MHOXECTBEHHbIX MOPOKOB
paseutng. B 3Tmx cnayyasx nporHos
006bl4HO HEBNAronpusATHLINA, T. K. Yalle
BCero HabntofaTcs cMHApPOM Aikapau,
XOPUOPUTUHOMNATUS, SMUNENCUS, KOPTU-

PucyHok 1. Pa3pBoeHHblif 0CTUCTDII

OTPOCTOK No3BoHKa (Observationes

medicae, Tulpius N (1641). Amsterdam,

Elzevirium, see Libri lll, pp. 231) NNA, MUKPOMONUTMPUS, MaKpormpus,
Mepicarum Lyp III. 230
. i Spana byida ;

Sia-s

KanbHas OMCNNAasug, rmnonnasmsg Mo3xeyka, MUKpodTanb-
MU U T. 4. [1p1 U301MPOBAHHOM areHe3nn MO30aMCTOro Tena
B OOMBLUIMHCTBE CNly4aeB MPUHATO Mpeanonaratb HOpMasb-
HOe WHTeNNeKTyanbHOe W MOTOpHOE passuTue y Byayuiero
pebeHka, XOTd UMETCH LaHHble AUTENbHbIX HabMoAeHWH,
YKa3biBalolWMe Ha BO3MOXHOCTb Pa3BMTUS MCKUXO30B U
3aTpyLHEeHMs 0byyeHus B LWKONe AeTei C areHe3nen Mo3o0-
nucToro Tena [26].

B Mupe yacmoma scmpeyaeMocmu
degekmos HepBHoli mpybku nnoda konebnemcsn
om 0,17 do 6,39 Ha 1 000 HOBOPO>KOeHHbIX

MporHo3 npu Hanuune cuHapoma Jdenan - Yokepa (CLY)
MOXET ObITb pa3fMyYHbIM. JleTanbHOCTb CcoCTaBnseT oT 27 [0
40%, a HOpManbHOe MHTeNnekTyanbHoe pa3Butne -y 50%
BbIKMBLUMX AeTei. MIMeloTcs AaHHble 0 3aAepXKKe MCUXOMO-
TOpPHOro pa3Butua y 75% petei, poaMBLUMXCS C NpeHaTalb-
HbIM amarHo3om CLY. M3BecTHbI cnyvam oBHapyXeHUs Xpo-
MOCOMHbIX 3aboneBaHuii npu Hannymun COY po 46% [27, 28],
a TakXe reHeTMYecknMx CMHOPOMOB C ayTOCOMHO-PeLLecCHB-
HbIM HaCNeA0BaHWEM, YTO Pe3KO YXYALIAET NPOrHO3.

Mpu obHapyxenun COAY y nnoma, no MHeHuio Pilu,
3aTPYAHUTENbHO NPOrHO3MPOBATb MCXO4 ANS MCUXOHEBPO-
NOTMYECKOTO Pa3BMTUS M3-3a CIOXKHOCTM AMATHOCTUKM BapU-
aHTOB 3TOro 3abonesaHusa [24, 29, 30]. Mopoku pa3BuTUS,
00yCcnoBNEHHbIE HapyleHWeM MurpaummM Helpobnacrtos,
CBS3aHbl C aHOManbHbIM Pa3BMTMEM KOPbl HOMbLWKWX NONy-
wapwes. pouecc MUrpaumm HeipobnacToB Ha4yMHaETCS C
8-11 Hen. u 3akaHuymBaeTcs K 20-25-1
Hen. rectauuun. B pesynbraTte Hapyue-
HMS MUrpaumMm GOpMUPYIOTCS pas3nuy-
Hble BapuaHTbl aHOMaNuin pa3BUTMUS
Ceporo BewecTtBa MO3ra: AMCaHUeda-

reTepoTonuu.
AHOManuUU pasBUTUS NULA SBASHOT-

€S YacTblo 6ONBLWONW rpynnbl NOPOKOB,

! 00YCNOBNEHHBIX PA3ANYHBIMU TEHETU-
4YEeCKUMU U HEFeHeTUYeCKUMKU CUHAPO-
mMamu. Mpu nopokax pas3sBuTMsS nuua
“3-3a NpUCYTCTBMS B 001aCTU NULLEBO-

' O Yepena OpraHoB PasnMUHbIX (ByHK-
LIMOHA/BHBIX CUMCTEM OpraHuW3Ma npo-
MCxoadT KOMOMHMPOBAHHbIE Hapylle-
HMSA UX DYHKLMIA, 4TO MPUBOAMT K TSXKe-
novt wHBannamsauun. CoBpeMeHHas
MeLULMHCKAs KOoppekLus MOpOKOB
pa3BMTUS NMLLEBOrO Yepena He Bceraa
[LOCTUraeT afekBaTHOro MeanLMHCKOro

W coumanbHoro pesynsrata. 1o gaH-
s HbIM  NnuTepaTypbl, 0OHapyxeHue
;’:’5';?::;‘:‘{;;_‘," OTAeNbHbIX GOPM MOPOKOB ML YKa-
Caviim tumarir. 3bIBAET Ha BO3MOXHOE Hanuuue rpy-
;.u,‘.ff.' o) 661X nopokos pa3sutng LIHC, yto npu
andiderfin i QHTEHATaNbHOM  BbISBIEHMM  MOXET
- CYLLEeCTBEHHO BAMSTb Ha TaKTUKY Befe-

£ carum tumgris
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H1g 6epemMeHHOCTW. [103TOMY posib MpeHaTanbHOro BhisiBE-
HWS NOPOKOB Pa3BUTMS IMLLEBOTO Yepena BO3pacTaeT, Npu-
4yeMm Tonbko 3xorpadusa (Npu cobnofeHnn MeToamyecKkown
KOPPEKTHOCTU B MHTEpNpeTaLun sxorpaduyecknx nsobpa-
KeHW) cnocobHa Ha COBPEMEHHOM 3Tarne pellaTb AaHHYH0
npo6bnemy [1, 2]. Mopokn passutua LHC, obycnosneHHble
HemnoMHbIM pa3feneHnemM KOHEeYHOro Mo3ra Ha ABa Mnosy-
wapusa (NOpoKM Npo33HUedannyeckon rpynnbl), Takxke
4aCTO COMPOBOXAAKTCA CNeUndUYEeCKUMIN U3MEHEHUSIMU B
cTpoeHun Hoca: 1) Hanmnyme npobocumca (xoboTka); 2) non-
HOe OTCYTCTBME HOCA; 3) rmnonaasus Hoca. Ixorpaduyeckoe
BbiiBNleHMe npobocumca B 0b6nacTv HUxXHeM vactn nba
(3TMouedanumn) unm B 0bnactm 0BbIYHOTO PaCNONOXEHMS
Hoca (uebouedanumn) BO BCEX CNyYasax yKa3blBaeT Ha Hanu-
yme y nnopa anobapHoM nan ceMnnobapHOM rononpo3sH-
uedanuu.

MNpuBeLeHHble B IMTEepaType AaHHble CBUAETENbCTBYIOT O
3HAYUTENBHOM KIMHUYECKOW TIXECTU M 4acTo Hebnaronpu-
STHOM NPOrHO3e y AeTel, POXKAEHHbIX C PA3IUYHbIMM aHOMa-
UMW UK BHYTPUYTPOOHBIMM NOPAXEHUIMIU MO3ra M NnLa.
TOYHbIA NMPOrHO3 0ObIYHO BO3MOXEH B TUMMUYHBIX TSXKENbIX
cnyyasax. Jaxe npoBegeHWe MarHUTHO-pe30HaHCHOW TOMO-
rpaduun Nocne poXAeHUs YacTo He MOXET YeTKO MPOrHo3u-
pOBaTb KNMHUYECKYIO KapTUHY Pa3BUTUS 1 MPOrHo3. Boicokas
NEeTanbHOCTb M HEOBXOAMMOCTb ANUTENBHOMO BbICOKOTEXHO-
NOTUYHOTO NIeYEeHNS AMKTYET HeobXoAMMOCTb MCMONb30Ba-
HWs 3ODEKTUBHON paHHEN AMArHOCTUKM W BbIpabOTKM pauu-
OHaNbHOW TaKTUKM BefeHus BepeMeHHOCTM W pomdoB Y
H6epeMeHHbIX C 0OHapYXeHHbIMM MOpOKaMu 1 3aboneBaHus-
mn UHCy nnoga [31].

AHanusupys pasnnyHble GakTopbl, T(PUBOAALLME K MOPO-
KaM pasBuTKs, He0BXOAMMO NPOBOAUTL MEPOMPUATUS, CHU-
XaloLWMe pUCK PpasBUTUS BPOXKAEHHbIX MOPOKOB Yy MioAa.
Cpeau 3Tmonormyecknx GakTopos, NpMBOAALLMX K GOPMUPO-
BaHWIO MOPOKOB Pa3BWUTMS Y NN0AA, BbIAENSHOT: FeHeTUYeCKUe
M HereHeTU4ecKkne NpUUMHHbIE GaKTopbl (HAaNpUMep, HYyTpK-
TUBHbIM CTATYC UM OXupeHue y maTepu) [18].

K passutuio JHT MoxeT npuBoauTts aeduumt donata y
MaTepu, 0LHAaKO BO3MOXHO HOPManbHOE COAEpPXKaHWe CbIBO-
pOTOYHOro donata y MaTepen, AeTU KOTOPbIX POXAANMUCH C
OHT [18]. Tak kak aedunuut OK MoxeT 9BnaTbCs hakTopoMm
pucka [OHT, BaxeH TWaTenbHbIA aHaNM3 Cy4yaeB poOXAEHUS
[eTei C NOpoKaMu pasBUTUS.

PacnpocmpaHeHHOCMb NopoKoa pa3sumus
nnoda 8 Poccuu k koHyy XX 8. docmuzna 15%,
a ux yoesnbHbIli Bec 8 cmpykmype
nepuHamasnbHol U MaadeH4eckoli cMepmHocmu
cocmasun He MeHee 20%

Pazeutne [HT cBA3aHO C aBMTaMMHO30M, @ IK30reHHOe
AN NEepUKOHUENUMoHHoe noctynaeHne MK B opraHusm
6ynyuiert matepu CnocobCTBYeT CHWKeHut pucka OHT y
nnopa [32]. BaxHO OTMeTUTb, 4TO He ToNbKo Aedbuumnt dona-
TOB B OpraHu3Me bepeMeHHoOW sBAseTcs (HaKTOpoM pucka
[HT, Ho U 0cobeHHOCTb TeYeHMs BCEro Npouecca METUANPO-
BaHMS BAMseT Ha popmuposarme OHT [18].
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[ing noHUMaHus cTeneHu BAMsHUS neduumTta GoOnaTos
Ha YyBeNMYeHWe pucka MOPOKOB Pa3BUTUS HeobxoaMMO
BCMOMHWTb 0CO6eHHOCTM MeTabonm3ama donaTos. Bamas Ha
mMetunmnpoBarue JHK, ®K nrpaet 60/bluyto ponb B npouec-
cax [eneHus KNetok, YTo OCOBEHHO BaXHO ANS TKaHeW C
aKTUBHO AENWMMUCS KNeTKaMU.

Paszsumue QHT cBa3aHO ¢ asumaMuHO30M,

a 3K302eHHOe UJiu hepuKkoHYenyuoHHoe
nocmynneHue ®K 8 opzaHu3sm 6ydyweli Mamepu
cnocobcmasyem cHuxxeHuio pucka HT y nnoda

BuoTtpaHchopmMaums ®K conpsixkeHa ¢ TpaHchopmaumen
AMUHOKMCIOTbI METUOHMHA, NOCTYNatoLLen C 6eNKOBOM NULLEN.
Uukn TpaHchopmaumii METMOHWHA BKIOYAET FOMOLIMCTEWH,
METUOHWH, S-aAeHO3UITOMOUNCTENH U S-aAeHO3UIMETUOHWH;
nocnegHuii BamsieT Ha metunmposanmne [IHK, co3naas 60nb-
Wyl 4actb Guonormnyecknx spdektos donatoB. K BaxHa
N8 OLHOYrNepoAHOro MeTabonn3ma, Urpalolero BaKHYHO
POJib B Pa3/IMYHbIX KNETOYHbIX peakLmax (MeTabonmnsm aMmHo-
KMCNOT, BMOCKMHTE3 NypUHA W NUpUMMAMHA, 0Opa3oBaHMe
NepBUYHOrO METUMPYIOLLETO areHTa S-aleHO3UIMETUOHMHA)
[33]. B du3mnonormyecknx ycnoBuax COAepKaLLMICs B nuLle
(oNaT BCACbIBAETCH B XKENYLOUYHO-KMLLEYHOM TpakTe (KuLiey-
HMKe U/MAK NeveHn), MeTabonmnpyeTcs 4O 5-MeTua-TeTparu-
npodonata (5-metun-TTd), 3aTemM NPOXOAUT NOAUINYTAMALMIO.
@K, copepxalascs B 060ralleHHbIX NPOAYKTax M MULLEBbLIX
nobaBkax, nepBMYHO MeTabonusmpyeTtcs 4o aurnapodonara
depmeHTOM aurnppodonatpenyktaza B MeyveHW, a 3atem
TpaHcdopmmpyeTcs B TeTparmgpodonat (TId), aeastowmiica
cybcTpaTtoM Ans nonurnytamatcuHTeTassl. [loanrnytammunosas
dopma TI®, obpasoBaHHasg B pesynstate notpebneHns OK
uan donata C NULLER, SBASETCS OCHOBHOM MOMEKynon -
akuenTopoM donata B OAHOYrNepoAHOM uukne. 3ateM TI®
npespalaetcs B 5,10-metnneH-TIO nMpuaoKCUH-3aBUCUMON
CepUHIMAPOKCUMETUNTPAHChEPA3ON, a 3aTeM HeobpaTumo
MeTabonusmpyetca no 5-metmn-TT® depmeHtom MTHFR
(MeTuneHTeTparngpodonatpenykrasa). 5-metun-TId BbICTy-
naeT B pOAM MEPBMYHOTO [LOHOPA METWU/bHbIX pynn Ans
peMeTUINPOBaHNS FOMOUMUCTEMHA B METUMOHWUH [34-36]. Mo
[aHHbIM UTepaTypsbl, ooHON 13 npuunH AHT gaBnseTcs Hapy-
LEeHNe perynsaumm reHoB OCHOBHOMO MeTabosMyeckoro mytu
donata MM METUOHUHCUHTA3bI [37, 38]. YacToTa BCTpeyaeMo-
CTW reTepo3nroTHoOM HepgocTatodHocT MTHFR Bbiwe B nony-
NALMKU, YeM TOMO3MrOTHOW dopMa reHeTuyeckoro aedekTa.
Mpn romosurotHoM pedekte MTHFR otmevyaroTcs pasHbie
NMopaXKeHWs HEpBHOW C1cTeMbl. TaknM 06pa3oMm, BeCb MeTabo-
nm3mM OK Mopynupyetcs HECKONbKUMU (DONATHBIMU KOIH3M-
MaMu. OCHOBHOM (DYHKLIMEN TAaKOrO KO3H3MMA SIBASETCS MOAY-
NMpOBaHMe MeTabonnyeckoro MyTM 3a CyeT npueMa unu
0TAAYM ofHoyrnepoaHoi rpynnel. Mccnegosarms ®K-uHAay-
LIMPOBaHHOr0 METUIMPOBAHMS M NOAPOOHLIN aHanu3 MeTabo-
nnyeckoro nyt1 ¢onata v ero ponu B 3aKPbITUKM HEPBHOM
TpybKM ByayT OTKPbIBAaTb HOBblE MEPCNEKTUBLI B NPOOUAAKTH-
Ke NMOpOKOB pa3BUTUS y NN0AA.

YuutbiBag, yto OAHT gBnsetca cneacrtsvem peduumta
donatos, Heobxoamm npuem OK, NPUBOAALLMIA K CHUXKEHWIO
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Tpy6Ku nnopga?
Pa_ﬁgm « EAMHCTBEHHDbIN KOMMNNEKC C KNNHNYECKN floKa3aHHON

S 3¢ PeKTUBHOCTDbIO AN CHUXKEHNA PUCKa Pa3BUTUA
V\./UHMU LU 9-/\.2/%% mHorux BIP2

Kpatkasaund KoMy p 1a JJIEBUT°MPOHATAJIb. ®Dapmakonornyeckoe peicrane. [1onMB1TamMmmnHbl CMakpo- u MUKpoanemeHTamu. CopepuT 12 0CHOBHbIX BUTaMUHOB,
4 MvHepana u3 MVIKp03J'|€MeHTa KonuuecTso BuTamiHos coorBerchyeT [03aM, KOTOpble PeKOMeHZ0BaHb! ANA PaLMOHa NUTaHNA 6epeMeHHbIX 1 KOPMALLMX XKeHLMH. CneLnanbHO co3faH AnA obecneyeHns Hop-
MaslbHOI1 6epeMeHHOCT ¢ cobiofjeHneM OnTIManbHbIX 403MPOBOK MIKPO3/IeMeHTOB. B neproz nepes; 6epeMeHHOCTbIO 1 BO BpeMs bepeMeHHOCTY NpenapaT BOCMONHAET NOTPEHHOCTI B BUTaMUHAX 11 MUKPO3-
JIeMeHTaX, HeobXoAUMBIX A HOPManbHOTO TeueHUA bepemeHHOCTY. MokasaHnA K NpuMeHeHuIo. NpodunaKkTIKa 1 NeveHne TMNoBUTaMIHO3a, AeduLMTa MUHEPaTbHbIX BELLECTB U MUKPO3IEMEHTOB Ha 3Tarne
nNaHNpPoBaHUA 6epeMeHHOCTY, B Nepuroj 6epeMeHHOCTY, Moce POAOB 1 B Meprog rpyAHOro BckapmiveaHinsA. Cnoco6 npumeHeHna n 4o3bl. Mepes npyiMeHeHeM MPOKOHCYNBTUPYITECh C BpauoM. XKeHLynHam Ha
STane NnaHMpoBaHNA 6epemMeHHOCTH, B Mepros 6epemMeHHOCTY, MOCe POAOB 1 B MePUOZ FPYAHOTO BCKapMINBaHNA PeKOMeHAYeTCA NPYHMMaTb BHYTPb Mo 1 TabneTke B CyTKI BO BPeMA efibl, 3aninBas HebonblMm
KONM4ECTBOM BO/ibl. PekoMeH/yeman NPofOMKUTENbHOCTb MPUEMa COCTABAET OAVH MECALL 10 HACTYN/IeHus 6epeMeHHOCT (B Cliy4ae NnaHMpoBaHA GepemeHHOCTI), B TeUYeHMe BCero neproja 6epemeHHoCTI i
rpyAHoro BckapmaveaHuA. MobouHoe geiicTBIE. BO3MOXHbI XKesy[OoUHO-KuLLeYHbIe HapyLieHNs (3anop), KoTopble He TpebyloT OTMeHbI Mpernaparta, anfepruyeckue peakLum, runepKanbLnypys, ronosHas 6ob,
TOSIOBOKPY)XeHMe, 6eCCOHHMLA, NOBbIlLEHHAA BO36YAMMOCTb. MpoT Mol {HaA MHAMBMAYaNbHaA YyBCTBUTENbHOCTb K KOMMOHEHTaM Npenapata, r1MnepBUTaMMHO3 BUTaMinHa A, TMNepBUTaMnHO3
BUTaMVHa D, runepKanbLyemMus, runepKabLinypus, Taxenas Gopma noueyHON Hel0CTaTOUHOCT, HapyLIEHIA 0OMeHa Xene3a, HapyLueHs obMeHa Meau (bonesHb BunbcoHa), HenepeHOCUMOCTb N1aKTo3bl, AedULNT
NaKTa3bl U [NI0KO30-TaslakTo3HaA MababcopbLua (Mpenapat coaepXuT NakTo3y). YcnoBus oTnycka U3 antek. be3 peljenTa Bpaya. YcnoBuaA 1 cpokn XxpaHeHus. Mpenapat ciefyeT XpaHnTb B 3alyLLeHHOM OT
BMaru, HefOCTYMHOM /1A ieTell MecTe Mpy TemnepaType He Bbilue 25° C. CpoK rofHOCTM - 2 roga.

1. OcHoBbIBaACH Ha nccnegoBaHusAx S. Bramswing, R. Prinz-Langenohl, Y. Lamers, O. Tobolski, E. Wintergerst, H. K. Berthold, K. Pietrzik (University of Bonn.Germany. «Supplementation with a multivitamin containing
800 mg, of folic acid...». Published by Int .J.Vitam.Nutr.Re. 2009, N2 79/2), MOXHO NOHVMATb NOA «AECTBIEM» Haubonee HbICTPOE OCTVKEHIIE ONTUMANbHON KOHLIEHTpaLum GonaTos B 3putpouuTtax — 906 HMonb/n.
2. 9Hppio Lieituens. MepBuyHas npodunakTiika AepeKToB pa3BUTUA HEPBHON TPYOKI 1 APYTUX BaXKHbIX BPOX/AEHHbIX MOPOKOB pa3BuTUA nnoaa // Meguatpuyeckue npenapatbl. 2000, T. 2/6, cTp 437-449.

A 3;/[,.9(, 33 opggow » Ha 92% cHuXaeT puck pa3suTtiua gepeKkToB HepBHOI

WHdopmauua Ana MeauumMHCKiX pabotHukos. Peknama  L.RU.MKT.CC.07.2015.0825

AO «BAMEP», 107113, . MocKBa, yn. 3-8 Pbi6uHckas, A. 18, cTp. 2. Ten.: 8 (495) 231-12-00, dpakc: 8 (495) 231-12-02.



PucyHok 2. [ledektbl HepBHOIi Tpy6Kku npu donatHom
HepoctatouHoctn (Greene ND1, Copp Al. Neural tube defects.
Annu Rev Neurosci. 2014. 37: 221-42)

(DonartHasg HeJoCTaTOYHOCTb

Hapywenue Hapywenue Hapywenue
06pa3oBaHus metuanposanus IHK meTabonu3ma
HYK/IEUHOBbIX (anureneTnyeckoe U QYHKLMA

Kucnot perynMpoBaHue) benkos

HAPYIUIEHWUE 3KCMPECCUU FrEHOB

YaCTOTbl PA3MYHbIX AHOMANUI PA3BUTUS U BPOXKOEHHBIX
ManbdopMaumi.

Mpu 3TOM MMeeT 3HaveHWe po3a OK m Bpems Hauvana
npuMeHeHus. Tak, Obi10 MokasaHo, 4To npu npueme ®OK
800 MKr/cyT ypoBeHb GonaToB B 3puTpoLmTax, obecneym-
BaKOWMM MaKCMManbHbIA 3aWmnTHbIA 3ddekT - 906 HM/n,
[OCTUraeTcs B TeyeHme 4 Hep., 1 BABOe Oosbliee BpeEMEHU
Heobxogumo npu npumereHunn 400 MKr GonaToB B CyTKM
[39]. 270 06CTOATENBCTBO MMEET pellatlollee 3HavyeHue,
T. K. K MOMEHTY GOPMUPOBAHUS HEPBHOW TPYOKM OpraHusMm
KEHLWMHbI JOMKEH OblTb B LOCTAaTOYHON MEpEe «HACbILLEH»
donatamu, obecneymBaoWLMMmM HOpMaabHOE TeyeHne Npo-
LLleCcCoB Hemnpynsuuun. B 3Toit cBA3M NpeactaBnseTcs ove-
BMAHbIM, YTO ON4 npepynpexaeHus nedekToB HepBHOM
TpybKM NpuMeHeHMe npenapatoB (GONMEBOW KWUCNOTHI
HeobX0AMMO HAaUYMHATL B Neproae NpekoHLEeNUmm, T. K. Hel-
pynsaumMg NpoucxoauT B Cpoku oT 21 no 28 nHSA BHYTpuU-
YyTPO6HOro pa3BuTumS.

Mpu 3mom umeem 3Ha4yeHue do3a OK u spems
Ha4yana npumeHeHus. Tak, 6b110 NoKa3aHo,
umo npu npueme ®K 800 Mk2/cym yposeHb
¢onamos 8 apumpoyumax, obecnevusarowjuti
MaKcuMasbHbili 3auumHbili 3¢Pekm - 906 HM/n

CnenyeT TakxXe OTMETWTb, YTO A9 a[leKBATHOW peanusa-
unm dbonaTHoro Umkna HeobxoanMmo npumeHeHme GonmeBon
KMCIOTbl B KOMMIEKCe C APYrMMKU BUTaMMHaMK rpynnel B —
B,, B, B,, @ Takke HUKOTMHOBOW KMCIOTOM.

Jeduunt BUTAaMUHOB M MUKPOINEMEHTOB MOXET UMETb
HeraTMBHble NOCNEACTBMS B BUAE PENPOLYKTUBHbIX NOTEPD,
HapyLeHUn HOpManbHOro (M3MYeCcKoro M MCUXMYECKOro
pa3sutmug nnopa. C6anaHCMpOBAHHbBIM PAUMOH MUTAHUS
XEHLLUMHbI B LeNngx npearpaBuaapHOM NOATOTOBKM MOHO-
CTbto He obecneynBaeT NOTpebHOCTM OpraHM3Ma B BUTAMM-
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Hax M MWKPOOPraHW3Mmax, T. K. BO BpeMsi 6epeMeHHOCTH B
pe3ynbraTe MHTEHCMBHOMO POCTa M Pa3BUTUS N04A NOTpeb-
HOCTb B HUX OpraHM3Ma nosblwaeTcs. [1pn pa3BuTUM OCIOX-
HeHWl BO BpeMs 6epeMeHHOCTM (TOKCWMKO3) MPOUCXOAMT
OrpaHnyeHune I'IOTpE6J'IEHl/I9I MULLEBBIX MPOAYKTOB U CHUXE-
HWe MNOCTYNNeHMUs B OpPraHM3M HeobXOAMMbIX HYTPUEHTOB.
B HacTosdLLee BpeMs C Lenbio Npodunaktukn geduumnta @K
BO3MOXHO MCMONb30BaHWe npenaparta dnesuT® lpoHaTansb
(Roche), comepawero 12 BMTaMUHOB, 4 MUHepana M 3
MWKPO3aeMeHTa. ITOT BUTaMUHHO-MUHEPANbHbIA KOMMIEKC
COLEPXWT BUTAMWHbI B ONTMManbHOM [ns 6GepeMeHHbIX
konnuecree: OK - 0,8 Mr,A - 1,2 Mr, B, - 1,6 Mr, B, - 1,8 mr,
B¢ - 2,6 Mr, B, — 4 mMkr, C - 100 mr, Dy - 12,5 mMkr E = 15 mr,
ounotmH — 0,2 Mr, naHToTeHaT Kanbunsa — 10 Mr, HUKOTMHA-
munz - 19 mr. MNpenapat npMHUMaeTcs BHYTPb NOCAe eapbl No
1 TabneTke B CyTkM 3a 3 Mec. 10 BepeMeHHOCTH, B Nepuos,
6epeMeHHOCTH, MoCne POLOB M B NEPUOL IPYLHOIO BCKapM-
nmBaHus. dneBuT® MNpoHatanb pekoMeHA0BaH Ans npodu-
NAKTUKKN Aed@UUUTHBIX COCTOSHUIA DK, urpatowein BaxHyto
ponb B (GOpPMMPOBAHMM TMOPOKOB pPa3BUTUS Yy MOAA.
oneBut® [lpoHaTanb MOXET MCNONMb30BaTbCa AN npodw-
NaKTUKKW BPOXAEHHOW NaTONOMMK B paMKax KOMMAEKCHOM
nporpaMMbl, BK/tOYaloWen Meanko-reHeTnyeckoe obcne-
[oBaHMe (KapuMOTUMMMPOBaHWE Cynpyros, onpeaeneHue
HOCMTENbCTBA MyTaLMI DEHUNKETOHYPUM M MYKOBUCLMIO-
33, MONIeKyNsIpHOe TeCTUPOBAHME TeHOB NPeApPaCrONOXKEH-
HOCTU, TaKUX KaK reH metuneH-TIM-peaykTasbl, onpenene-
HWe YpOBHS rOMOLMCTENHA B MJa3Me KpoBK).
Mpodunaktnyeckas apdexktmHocTb @K B coctaBe BMK
B OTHOLUIEHMM BPOXAEHHbIX AedeKTOB pa3BMTUS Bbina foka-

PucyHok 3. IddekrusHocTb npenapara nesut® MMpoHatanb
B CHUXKEHWUM PUCKOB BPOXAEHHbIX NOPOKOB Pa3BUTUS

(A. Czeizel, Budapest, Hungary. Primary prevention of neural
tube defects and some major congenital abnormalities.
Published by Paediatric drugs 1995)
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B paHa0oMU3MPOBaHHOM NAaLe60-KOHTPOAMPYEMOM ABOIHOM CNIENOM KNMHUYECKOM UCUIERO0-
BaHWM Npenapata NesuT® NPUHUMANK yuacTue 5 453 KEHLUMHbI, NPU 3TOM NPOLOMKMTENb-
HOCTb UCCNE0BaHMA COCTaBUNA 6 NeT. IneBuT® MpoHaTanb NoKasan 3HauMTENbHYH SPHEKTHB-
HOCTb B CHUXEHUM PUCKA HECKONIbKUX BPOXKAEHHbIX MOPOKOB PA3BUTUS, A TAKXKe CNOCOBCTBOBAN
YNYYLUEHUIO CAMOYYBCTBHS MATepH.



3aHa B PaHAOMM3MPOBAHHOM MnaLebo-KOHTPONMpyeMOM
BeHrepckom uccnenoBaHuu nog, pykoBoACTBOM npodeccopa
3. Lleviuensa c yyactmem 5 453 TbiC. KEHLUMH, KOTOpblEe MpK-
Humann BMK ¢ copepxaHnem 800 mkr ®K (neBut®
MpoHaTanb) 3a 1 Mec.no 3a4atvs u B | TpumMecTpe bepemer-
HoCTW. Pe3ynbTathl nccnenosarms npodeccopa A. Lernsens
npenapaTt CHWXan puck passuTus aedekTos
HepBHoOM Tpybku nnoaa Ha 92% (puc. 2, 3) [40].

SnesuT® [TpoHaTanb — eamHCTBEHHbIM BMK ¢ nokasaH-
HOM 3aLUMTONM NNoLa OT MOPOKOB Pa3BUTUS.
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MpearpaBuaapHas MNOArOTOBKA BK/IKOYAeT HeobxoaM-
MOCTb MCMNONMb30BaHMS AOCTATOYHbIX A03 DK y KeHLMH,
nnaHupywmnx bepeMeHHOCTb. Mcnonb3oBaHue BUTAMUHHO-
MWHEPANbHbIX KOMMIEKCOB CNOCOOCTBYET YNyULWEHUO 340-
POBbS XEHLLMH, 3 TakXKe 340pOBOMY 3a4aTHH, HOPMabHOMY
TeYeHUto HEPEMEHHOCTU U POXKOEHWUIO 30,0POBbIX HOBOPOX-
[eHHbIX. [TpodumnakTMka HefocTaTOYHOCTM BMTAMMHOB BO
BpeMs 6epeMeHHOCTM HanpaBfieHa Ha obecneyeHne NOMHO-
ro COOTBETCTBUS MeXAy MOTPebHOCTAMM B BUTAMMHAX M UX
NOCTYNNEHNEM C MULLEN.
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