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Beryn

Kowmriekc anHaToMigHUX 1 (QyHKITIOHATBHUX TTPH-
PO/KEHUX MaTb(opMaIliii CMUHHOTO MO3KY YMOB-
HO HA3UBAIOTh MiejoaucIuIasis (mielos — cruH-
HUW MO30K, displasia — HenpaBUILHUA PO3BUTOK
OpraHiB i TKaHWH), a00 BPOJIKEHI Te(heKTH HEPBO-
Boi TpyOxu (BJAHT). Mienoaucmiasis € mposiBoM
criHalbHOTO au3padizmy (raphe — IJJOB) TOOTO
MOPYLICHHS 3aKPUTTS 110 CePeAMHHIIT JIiHIi yTBO-
pPeHBb Me30- 1 eKTOIepPMAIIBHOTO IMOXO/DKCHHS B TIe-
piofi paHHBOTO Ta Mi3HBOTO OHTOTEHE3Y.

Meta poboTH — aHali3 JKepen IiTepaTypu
JUTSt BUBHAUEHHS BiIOMHUX MOJICKYJISIPHO-T€HETHY-
HHUX MMOPYIIEHB, IO 3YMOBIIOIOTH GOPMYBaHHS
BAHT TpyOxu, i mepCcrieKTUBHUX MaTOTEHETUYHO-
OOIPYHTOBAHMX HAMPSIMIB MPEKOHIETIIHHOT Ta
MpeHATAITBHOI MPO(ITAKTHKH.

Enigemionoris
3a nannmu BOO3, nmomynsiiiiHa yacToTa Bpo-
JUKEHUX BaJl PO3BHUTKY Bapitoe Bix 2,7 mo 16,3 % i
y cepeHbOMY CTaHOBHUTH 4—6 %. B Ykpaini mio-

POKY HapokyeTbest 61u3bko 12 000 miTeit 3 Bpo-
JOKEHUMHU BaJIaMU PO3BUTKY Ta CHAKOBHUMH XBO-
pobamu. OHE 3 MEPHINX MICIh cepell BPOIHKEHUX
Manbdpopmariii nocigarots BAHT, mo B pizHUX
MONyJIAIisIX cTaHoBIATE Bix 0,2 10 10 Ha 1000 Hapo-
JUKEHUX JKUBUMH JIITEH 3a piK (y cepesHboMy 1 %0).
Ienytors 3HAYHI TeorpadiyHi BiIMIHHOCTI y MOIIHU-
penocti BAHT Ha 10 000 HoBOHapokeHux: 0,9 —
y Kanani; 0,7 — y ®panuii; 7,7 — B OAE; 11,7 —
y kpainax ITiBnenHoi Amepuku; 25-30 — y Bemmko-
Opwutanii, 199 — y miBHiuHHX perioHax Kuraro
[17]. CiuHHOMO3KOBA TpUXKa, SIK HAUTTOIINPEHiIIa
Cepel Bal PO3BUTKY L[HC TPAIIAETCS B 1,9 pa-
3y YacTilie y XJIOMYHKIB, HIXK Y mBanOK
MacmrabHe 3HIKEHHS TTOKa3HUKIB HApOKCH-
usa gitedt 3 BAHT Binoynoce y CIIA 3a niepion 3
30-x (2,31 na 1000 HOBOHApOMKEHUX) 10 60-X poO-
kiB (0,77 Ha 1000 HoBOHapomkeHnx) XX cT. Llei
(haxT OyB MOB’SI3aHUH 13 PO3BUTKOM TAaKUX METO/IIB
TPEHATAIILHOI JIIarHOCTUKH, SIK ynLTpaCOHorpa(blﬁ Ta
CKPHHIHT piBHS albda- (beTonpOTelHy, 1, IK HACIi-
JIOK IIOTO, — 3POCTaHHS MMOKA3HUKIB TIEPepUBAHHS
BaritHOCTI. [1py 11bOMy OLTBIIIICTH ABTOPIB KOHCTATY -
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IOTh BIJICYTHICTh 3HWXEHHS PiBHS MOKA3HUKIB BPO-
JUKCHHMX BaJl PO3BUTKY 3a OCTaHHI POKH, He3BaXKa-
IOYM Ha 3HAYHUI MPOTrpec y rajay3i NepuHaTaIbHOT
JIarHOCTUKM Ta MPpOoUIAKTHKH 1€l maToJorii [2].

Erionaroreunes

LlenTpanbHa HEpPBOBA CUCTEMA PO3BUBAETHCS 3
MEPBUHHOI HEBPAJIBHOT INTACTUHKU Y MpOIieci Hel-
pyisimii. Ha neprmiii cramii (3—4-# THXKIeHb BariTHO-
CTi) BiIOyBa€ThCS 3aKiIaKa IIEPBUHHOI HEBPAJIBHOI
TpyOKHU 3 ekTomepMu. [ish OyAb-IKUX TepaTOTCH-
HUX (AKTOPIB HA IbOMY €TaIll MOXe ITPU3BECTH
1o popMyBaHHS TPYyOOi JIeTaTbHOI Bal PO3BUTKY
— KpaHiopaxilIn3ucy.

Cramiss BTOpUHHOI HeHpyJIsii (4—7-1 THXKIEHb
eMOpioreHe3y) IpeacTaBieHa IpollecaMu ITOTOB-
IIIEHHsI Ta 3TOPTaHHS JOBEPXY KpaiB MEPBUHHOI HEP-
BOBOI1 IJIACTUHKH — (POPMYETHCSI HEpBOBA TPYO-
Ka, 1110 J1a€ TOYaTOK I'OJIOBHOMY Ta CIIMHHOMY MO-
3ky. [TopymieHHs, ki BAHUKAIOTh HA IbOMY €Ta-
ITi, peali3yrThcsl (OPMyBaHHIM TaKOl HECYMICHOI
3 )KUTTSAM BaJd PO3BUTKY, K aHeHIedais (Bima-
CYTHICTBh TOJIOBHOT'O MO3KY).

OaHOYACHO 3 LIUM 13 eHaoaepMu popMyeThCs
chorda dorsalis, HaBKOJI0 SIKO1 3 ME30JCPMHU 3aKJa-
JTAOTHCS ABa IEPBUHHI 3a4aTKU XpeOIliB, y MIpy
POCTY SIKMX JYXKH 1X 3aKpuBaroThcs. O00IOHKU
CIIMHHOTO MO3KY PO3BHBAIOTHCS 3 MEe30JepMU. 3a-
MMKaHHS JTY’KOK XPeOIIiB 1 3aKPUTTS CITMTHHOMO3KO-
BOrO KaHAJy M IKUMU TKAaHUHAMH Bi1IOYBAETHCS
CIIOYATKY B CEPEIMHHINA TPETHHI, IOTIM Y T'OJIOBHIH
1 B OCTaHHIO uepry — y HWKHii. Pe3ynpTaTom 3a-
TPUMKHU Ta MOPYIICHHS TTPOIECIB 3aKIAIKU 1 3aMHU-
KaHHS MEAYyJSIPHOI TJIACTUHKU B MO3KOBY TPYOKY
€ (hopMyBaHHS BaJ i pPO3BUTKY CIIMHHOTO MO3KY —
CITMHHOMO3KOBOI Irprki. HacimigkoM HassBHOCTI KiCT-
KOBOTO Ae(heKTy 3aHbOI CTIHKU XpeOETHOro Ka-
HaJy Ta BIUIUBY MiJIBUIIEHOTO JIIKBOPHOTO TUCKY
B cy0apaxHoOiZaJbHOMY IIPOCTOPI € BUIT STYyBAHHS
CITMHHOTO MO3KY 3 KOPIHIAMH 1 000JIOHKAMHU, 1110
bopmye 00’eMHE YyTBOPEHHS, YaCTKOBO a00 ITOBHI-
CTIO BKPUTE MIKiporo [7].

Ho 80 % Bunankie BAHT maroTs MmynbTudaxro-
piajbHE TTOXOMKEHHS, TOOTO IS iX peamizalii mo-
Tpi6Hi HasBHICTh T€HETUYHOI CXUJIBHOCTI Ta BIUIUB
30BHIITHBOTO (baKTopa 10 % 3ymMOBIiEHI XpOMO-
COMHUMH aHOMAJISIMU 1 BXOJATh 0 CKJIAJy UHC-
JIECHHUX TeHeTUYHUX CUHJPOMIB (HATIPUKJIIA]I, CUH-
npom Apnoipaa — Kiapi 11 11 Tuny, Tpucomis 3a 13
Ta 18 mapaMu XpoMOCOM, TPHUILIOIIIS Ta TOYKOBI
TeHHi MyTalii Tomo), pemra 10 % cnpuunHeHi aieto
TepaTOreHHUX (PAaKTOPIB HABKOJHUIIHBOTO CEPEIO-
Buina. Bunminsaiore taki ¢pakrtopu pusuky BJAHT:
BHYTPIIIHBOYTPOOHI 1H(EKIlil, OOTSIKESHUN aKy-
IEePChKO-TIHEKOJIOTIUHNN aHaMHe3 (CIIOHTaHHI
aboptu, meprBoHapoKkeHHs), ' PBI ta rimeprep-
Misl B IIEPIIOMY TpI/IMCCTpi BariTHOCTI, HU3bKHU
COLIaTbHO-eKOHOMIYHHIA CTATYC, OKUPIHHS, LyK-
poBuii Aiabet 2 THITY y MaTepi, HecTa4a BiTaMiHiB
1 MIKpOEJIEMEHTIB Yy pallioH] BariTHO1 XIHKH, MPH-

1IOM aHTHUKOHBYJIbCAHTIB (KapOama3selliH 1 BaJIbIIPOe-
Ba KHMCJIOTAa), MPOXUBAHHA y palioHax, 3a0py/-
HEHHX IIeCTelUuIaMU, padioHyKIigamMu, podoTa Ha
KUIMBUX IignpueMcTBax [1; 14]. 3a HasIBHOCTI y
OaTpkiB omHiel quTuHu 3 BJHT pu3uk HapoKeHHS
JIPyrol IUTHHM 3 LI€I0 3K Bagoro gopiBHioe 1 : 20-30,
TpeThboi autuHu — 1 : 2. Bik martepi monasn 40 po-
KiB 200 MeHIIe 19 pokiB TaKOX ITOE€IHAHUN 3 PU3U-
koM HapopkeHHs qutuad 3 BJIHT. Yucnensi goci-
JDKEHHS IOBEJIM BaXKIIMBY POJIb AedinuTy (orieBoi
kuciaotu y reresi BJIHT [14; 29].

Binpmre Hixk 130 gociimkeHb, onyOIIKOBAHUX Y
1994-2010 pp., OyIu IpUCBSIYCHI BUSBICHHIO 3B SI3-
Ky M)XK TOYKOBUMH MYTallisIMM I'€HIB 1 BHUHUKHCH-
Hssm BJIHT [13]. BcraHOBjIEHO, 11O IeHH, SIKI KOOY-
10Th (pOJaTHMI IIUKJI, BIAIrpar0Th 0COOIUBY POJIb
y BuHukHeHHI BJIHT. BoHu KOHTpOIIOIOTH CKIa/I-
HY MEPEXKYy OCHOBHUX METAa0OJIYHUX PEaKIii, He-
0OXIAHUX I KIITUHHOI mudepeniiamnii Ta mpo-
ni(bepaui'l' TaKHX SIK yTI/IHiSaLIiSI (bonaTy, MeTabo-
JIi3M METIOHIHY, CHHTE3 IyPUHIB Ta IMPUMIINHIB,
CHHTE3 CEPHHY 1 IIILMHY, ITPOLECH METUIYBAHHS
Ta CUHTE3Y JIMiIiB KIITUHHUX MeMOpaH. Dopmy-
BAaHHS HEBPAJIbHOI TPYOKH aKTUBYE CKJIAJHUM CUH-
XPOHI30BaHUM LIMKJI MOJICKYIIPHUX PEaKLii y KIIi-
TUHAX HEBPAJIbHOI IJIACTUHKU Ta CYMIXHMX TKa-
HUHaX. AHOMaJIbHa aKTUBHICTh I'€HIB, 1110 PEryJIo-
I0Th OajlaHC BUIE3a3HAYCHUX O10JIOTIUYHUX peak-
il, MOKe MPU3BECTU /IO YIIKOJKEHHS HEBPAJIbHOL
TpyOKHU Ha eTalll popMyBaHHS 1, SIK HACIIIAOK, 10
BuHukHeHHs BJAHT [11].

Haii6inbur peTeabHO AOCHTIKYBAHUM TEHOM
(homaTHOTO IUKITY € METWICHTeTpariapodorat-pe-
nyktaza (MTHFR), myTtaiii sKoro JOBEJIEHO aco-
iror0Thes 3 BUHUKHeHHsIM BJIHT y nesikux momy-
msisx [20]. dyukuis rena M THFR nonsrae y
BigHOBJEHH] 5,10-MeTunenTeTpariipodonaty mo
S-metmwirerpariapodonary. Tooro MTHFR nipo-
TeiH € KaTali3aToOpoOM €IMHO1 BHYTPITHbOKJIITHH-
HOI peakIlii yTBOpeHHs S-MeTuaTeTpariapodona-
Ty Ta ToJIOBHOI (hopmu donaTy y miasmi, 1Mo € JpKe-
penoM MeTUJIBHOI TPYIU B Peakilii peMeTHUITyBaHHS
TOMOUIMCTEIHY Ta CHHTEe3y MeTioHiHy. BinbmiicTs
nociikenb reHa M THFR Oynu cipsiMOBaHi Ha
BUBUEHHS JIBOX CHEIU(PIUHUX OHOHYKICOTUTHUX
nojiMopdizmis (677C>T Ta 1298A>C) [29]. Bapi-
aHT, y AKOMY HykJeoTua 1uto3uH (C) B mo3uuii
677 3aminenuii Ha TumiguH (T), Mo3HaYa€THC K
myTauig C677T 1 npu3BOAUTH 10 3aMIHM aMIHOKHC-
JIOTHOTO 3aJIMIIIKY ajJaHiHy Ha BaJiH y CalTi 3B’s-
3yBaHHsA (onaty (Ala222Val).

Hasnicte myTauii C677T € noBeaeHuM ¢akTo-
pom pusuky BunukHeHHs BJIHT B ipmanachkiit Ta
0aratboX IHINIUX MOMYJIALISX. MaTepi 3 TEHOTUIIOM
T677T marote Ha 60 % OuIbIINI 32 CEpeIHbOIIONY-
JSAAHUN pu3uK HapokeHHs autunu 3 BJIHT; 80 %
aiteit 3 BAHT manu renotun MTHFR T677T. Y
0ci0, TOMO3BUTOTHHX 3a JAHOIO MYTAI€l0, BiI3HA-
yeHO TepMoJiadinbHicTh M THFR 1 3HUXKEHHS aK-
TUBHOCTI hepmeHTy Ha 35 % BiA cepeAHBOrO MO-
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Ka3HUKA, 1, IK HACIIIOK, 3HUKCHHS PIBHS CHPOBAT-
KOBOT0 (pojIaTy Ta INIBUILECHHS PIBHS T'OMOIIUCTE-
iHy B KpoBi. 'oMOIIUCTEIH BiIILHO IPOXOIUTH KPi3b
(dberommaneHTapHuii 6ap’ep, BUKINKAE TEPATOTCH-
HMI Ta peToTOKCHYHUM edekTu. JloBeneHo, 110 ri-
MEProMOIMCTETHEMIS € OJHIEIO 3 TPUUUH PO3BUTKY
spina bifida Ta anennedanii. He BuxtouaeTncs Ta-
KOX MpsiMa HEHPOTOKCHYHA Mis MiABHMIICHOIO PiB-
HS TOMOLIMCTEiHY Ha g [12; 18; 22].

IHmmM BapianToM momimopdizmy reaa MTHFR
€ 3aMiHa HykjiaeoTuny aacHiny (A) Ha uutosul (C)
B mmo3uiii 1298. Lle npuBoauTh 40 3aMiHHU 3aJIUII-
Ky TJIyTaMiHy Ha 3aJIMIIOK aJlaHiHYy B PEryIsiTOp-
HoMy noMeHi pepmenty (Glud429Ala), mo cynpoBo-
JOKYETHCSI HEBEJIUKUM 3HIDKEHHSIM HOTO aKTHUBHOC-
Ti (3HMKCHHS aKTUBHOCTI y Tromo3uror MTHFR
npubauzHo a0 60 % Big HOpMU).

Jluire ojiHe MOCTIiKEHHST BUSIBUIIO 3B SI30K MiXk
myTtaniero MTHFR A1298C i pu3snkoM BUHUKHEH-
Hs BJIHT. Takok BCTaHOBJICHO, IO LIsI MyTallis
CyTTEBO HE BIJINBA€ HA PiBEHb TOMOIIMCTEIHY Ta
(oimieBOi KUCIIOTH B IU1a3Mi KpoBi. HasiBHI maHi mpo
JOCIIKEHHS TTOJIiMOPGi3My iHIINUX I'eHIB, 110 BXO-
nsath 1o ¢onatHoro umukiany (DHFR, MTHFDI1,
MTHFD2, MTR, MTRR, SHMT, TYMS). Hocmi-
JoKeHHs ipnanacbkoi nonysnii 3 BJAHT moseno
KOPEIISIIHHUN 3B 30K MiX MOJIMOp(i3MOM I'eHa
Cl-terparinpodonarcunrazu (MTHFDI) ta po3s-
BUTKOM J1aHoOi mmaTtoJorii [9; 15].

BusiBneno, 1o 0THOHYKJIEOTUTHUHN TTOJIIMOP-
¢i3m C1561T rena riomyramatr kKapOOKCUIIENITHIA3a
I1 (GCPII) — (His475Tyr) npu3BOnTh 10 3HUKCH-
HSl aKTUBHOCTI pepMeHTy (oTimoi-y-rayramar
KapOOKCUTIENITUIA3H 1, SIK HACTIIOK, 3HUXKYE Pi-
BeHb oIaTy B IUIa3Mi Ta MiABUIIYE PIBEHb TOMO-
nucrteiny. CynepeunuBi JaHl BKa3ylOTh Ha MiABU-
IeHHs piBHS (PoJaTy y maa3mi 3a HASBHOCTI OJJHO-
HykJeotuaHoro nonimopdizmy C1561T rena GCPII
Ta HEe JOBOASTH 3B’SI30K MiXK I[IEI0 MYTAIli€l0 Ta BU-
nukHeHHsM BJAHT. Iamni gocmigkeHHs HE JOBEIN
poib noniMmopdizmy C1561T y po3BUTKY natosio-
rii. OTxe, posib HOro MOJIMOPGI3MY Y MaTOTreHe31
3aXBOPIOBaHHS € cyMHiBHOKO. DopTudikaniiina
dbopma domaty — dorieBa KUCIOTa — € CUHTETHY-
HUM MOHOTIJIyTAMAaTOM 1 He MoTpedye (oimori-y-
rytamat kapookcunentuaasu st abcop6ii. To-
My MPEKOHUENIIHHUN TpuitoM (GoJIieBOT KUCIOTH
MOe€E 3MEHIITYBATH MPOSIBU MOKJIUBUX HACIIIKIB
nomiimopdizmy rena GCPII.

V xo/1i 0JTHOTO 3 JOCTiKEHb OyJia IoBeJeHa Ha-
SIBHICTh @HTUTIJ 10 O~ Ta B-(hOoJaTHUX PELENTOPIB Y
CUPOBATII JXKIHOK, 1110 Manu quTuHy 3 BJIHT. AnTi-
Tina OJIOKYIOTh 3aXOTUIeHHS (DOJTIEBOT KUCTIOTH Pelierl-
Topamu. [Ipumnyckaerbcs, MO T0aTKOBA KiITBKICTh
(homaty Moxe J0JIaTH 1Iel OJIOK, OTXKE, TAKMM YHHOM
MOYHA MOSCHUTH MO3UTUBHUN MpodiTakTUUHUN
edexT mpuiioMy (HOJiEBOI KUCIOTH HABITH 32 HaSIB-
HOCTI aHTHUTIN 0 QosaTHUX peuentopis. Lli TBep-
JOKEHHST € 0araToo0IIII0YMMHU Ta MOTPEOYIOTH MO-
JATBIINAX JTOCTI/HKEHb Y OUTHIIMX TOITYJISIISIX.

OnnHonykieotuaHa 3amina A80G y reni RFC-1
(reduced folate carrier) IpUBOAUTH 4O 3aMIHH IiC-
tuauHy Ha aprinid (His27Arg). PesynpraTu Oara-
ThOX JTOCIIKEHB ITOIIMOPGhI3My LIBOT'O I'eHa € CyIle-
peunuBumu. G. M. Shaw et al. (2002) Bka3yroTh Ha
BIJICYTHICTh 3B’SI3Ky Mix noiaiMopdizmom AS0G Ta
PHU3UKOM PO3BHUTKY spina bifida, npote BigMiua-
FOTh MABUINEHHS] PU3UKY BUHUKHEHHS IIi€1 MATOJI0-
rii mwIioaa y »IHOK, SIKi He IpuiiMaiu GpoIieBy KHC-
JIOTY 3 METOIO IIPEKOHIENUIHHOI MpopIIaKTUKH.
Cxoi 1aHi OyJIM OTpUMAaHI I 4ac JOCIIIKEHb Y
KUTalchKiil monynsaiii. PesynbraTn BKazanu Ha
miapumenuid puszuk BAHT y miteii 3 reHOTHIIOM
G80G, 0co0IMBO 3a BIACYTHOCTI MPEBEHTUBHOT O
npuiioMy QoIieBOl KMCIOTH IXHIMH MaTepsIMH. 3a-
ranoM, reHoturl RFC-1 A80G moxke BUCTYIIATH B
poui ¢akropa pusuky BJAHT, ocobausBo 3a ymMoB
3HUXKEHOT'O (POJIATHOTO CTATYCy MaTepi, MpUITyC-
Karouu, 10 JOJATKOBUN mpuitom ¢osiaTy 3MeH-
mye eeKT JaHOTO HOJIMOPQiZMy.

®dojrieBa KUCIOTA, 1110 BXOIUTD 10 CKJIay MOJIi-
BiTaMiHiB 1 (hOpTU(HIKOBAHUX IIPOAYKTIB XapuyBaH-
HSl, 3HaXOUThCs y hopMi, sika MOTpedye Imonepe-
HBOI Aii nurigpodoiaTpeyKTasu mepea TUM, SIK
BCTYNATH B KJIITHHHI IIpo1iecu 0OMiHY. € oOMexe-
Hi JaHi, mo aeneris 19-1 koMIieMeHTapHOI napu
OCHOB HYKJIETHOBUX KHMCJIOT Y MeXkaX IHTpOHY-1
reHa DHFR, MOXJIUBO, BIUIMBA€E HA SKCIIPECIIO 1IbO-
T'0 reHa, MiABUIIYIOYN PU3UK HAPOKEHHS JUTHHHU 31
spina bifida. Ponw pgenenii 19-i mapu ocHOB reHa
DHFR y nmatoreHesi po3BHUTKY J1e(DeKTiB HEBpallb-
HOI TpyOKHU MOTpeOdye MOoAATBIIOT0 BUBYCHHS.

3riHO 3 pe3ysbTaTaMM 0araTbOoX JOCIHIKEHb,
TeH CepuH-TiIpoKcuMeTunaTpancepasza (SHMT), a
came nosiMopdizm C1420T #ioro uuTO307bHOI 130-
dbopmu (Leud74Phe), € miniMmanbHUM (pakTOpOM
pusuky B/JIHT. Bigomo, 1o mporiec peMeTriyBaH-
HSI TOMOIIUCTEIHY 3a JTOTIOMOTOI0 (hePMEHTY MeTi-
onincuHTazu (MTR) BinOyBaeThcs y BCIiX KIIITH-
Hax, KpiM epuUTPOIUTIB. [JoHATOPOM METHIBHOI
TPYNU AJ TOMOIIUCTEIHY € S-MeTuITeTparigpo-
(domnat, y pe3yabTaTi 4oTo YTBOPIOETHLCS METIOHIH
ta tetparigpodonar. ®epment MTR motpebye
HasBHOCTI BiTaMiHy B, (koGamnamin; cbl) sik ko-
daxtopa. Kommieke cbl(I)MTR moxe 3B’s13yBaTi
METUJIbHY T'pYyIly BiJl S-MeTuiaTeTpariapodonaty
(5-methylTHF) ta yrBoproBatu methylcbl(III)MTR.
Taxum unnom, komiuiekc cbl(I)MTR 3aiiicHioe
TpaHcnopT MeTuibHOI rpynu Big S-methylTHF y
LUKJI peMETUITyBaHHS TOMOLIMCTEIHY. AJle e KoM-
IUIEKC MOJKE MiJ/IAaBATUCS OKUCHEHHIO 3 YTBOPEHHSIM
HeakTuBHOI hopmu cbl(II)MTR, sika, y cBoto uepry
Moxe Oytu peaktuBoBaHa B methylcbl(II)MTR 3a
JIOMIOMOT 010 (PePMEHTY METIOHIHCUHTA3pEAYKTA3U
(MTRR) i HagaHO1 METWIIBHOI TPYNH BiJ S-aeHO-
3UJIMETIOHIHY.

AHaJi3 HYKJIEOTUAHOI MOCITOBHOCTI KOAYI0YO1
JinsgHku reHa M TR BUSIBUB HasiBHICTH MOJiMOp(di3-
My A2756G, 110 BeAe 10 3aMiHU 3aJUIIKY acnapa-
rinoBoi kucnotu Ha riuinuH (Asp919Gly). Jlani
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OI0 POJIi TaHOTO mojiMopdizMy y maToreHesi
BOHT € nocuth cynepewmBUMH. Y ASSTKUX TOCIHi-
JOKEHHSIX HasiBHICTh (G-ajiensl moeaHyBajacs 3 Mmij-
BUILEHUM pu3uKoM po3Butky BJAHT. Inun gocii-
JOKEHHST He IOBOJIWJIA HASIBHOCTI 3B’ 3Ky MIX IOJTi-
MopdizMom M TR-reHa 1 pu3UKOM BUHUKHCHHS Jie-
(exTiB HepBOBOI TpyOKHM [10; 21]. Bynu omy0:iko-
BaHI JaHI PO IiIBUIICHUN PiBEHb T'OMOLIMCTEIHY Y
IJ1a3Mi JKIHOK 3 2756AA reHOTHUIIOM, ajie iX IMOBIp-
HICTb He OyJjia JIOBeACHA pe3yJibTaTaMM IHIIUX J0-
ciaimxernb. OTke, CBIAUEHHS PO 3B S130K MK ITOJI-
Mopdizmom rena MTR A2756G 1 piBHSIMU TOMO-
HHUCTEIHY Ta QonaTty y mia3Mi, a TAKOX Mpo Pojb
naHoro mojaiMopdismy y rere3i BAHT 3anuma-
IOThCS HE OCTATOYHUMU 1 MOTPEOYIOTH MOJATBIIIO-
'O BUBYCHHSI.

OmHOHYKIIEOTHIHUM nojiMopdizm A66G reHa
MeTioHiH-cuHTa3penykTtasn MTRR npuBoauts g0
AMIHOKHCIIOTHOI 3aMiHHM 130JICHLIMHY HAa METIOHIH
(Ile22Met). JoBeneHO IABUIICHHS PU3UKY PO3-
Butky BJIHT npu resoruni matepi abo ITUTUHU
G66G, aje TUIBKU 3a YMOB HU3BKOI INIa3MOBOI
KOHIeHTpauii BiTaMiHny B,. MeraaHani3 BocbMU
JOCHII)KEHb BUSIBUB MIJABUIIEHHS PU3UKY HAPO-
okeHHs autuau 3 BJIHM Ha 48 % 3a HasiBHOCTI y
maTtepi nmoaimopdizmy G66G MTRR renotuny
[27; 28].

OtpuMano AaHi npo 3Ha4Hy poJib y renesi BJIHT
MOPYIIEHHS €KCITPECUBHOCTI MPOTEIHIB CUTHAIHHO-
ro IUISIXY IOJISPHOCTI mIockuXx kiaitul (PCP), skuit
Oepe ydyacTh y peryIloBaHHI MPOIECIB MOISPU30-
BAHOI'0O KJIITUHHOTO PYyXy (HaNpUKIaJ, KIITUHHOI
Mirpatii) Ta opranHoro mopdorenesy. [Topyiien-
H4 excripecuBHOCTI npoteiniB PCP nuisixy Bukmimm-
KaHe BIUIUBOM (haKTOPIB 30BHIIIHBOTO CcepeioBHILA
abo renernuHux ¢axtopiB. Cripodbu 3po3yM1T1/1 re-
HETHYHY OCHOBY PEry/TIOBAHHS npouecns Heiipy-
nauii nosenu BaxiauBicTh PCP nuisaxy B iHimiamii
niepiuoi gas3u Herpymsauii [19; 25].

TaxuM 4uHOM, 31 BCTAHOBJICHHSIM (DAKTy, 1110
MPEKOHUENIIHHUIA TpuifoM (oJ1ieBOT KUCIOTH 3HU-
*ye pu3uk BuHuKHeHHst BJIHT y rmuiona Ha 50-70 %,
1 BUSIBJICHHSIM IIEPILIOTO T€HETUYHOro (hakTtopa pu-
3uKky (noximopdizm C677T rena MTHFR) nocii-
JUKEHHSI LII€T MaTOJIOTIi 30CepeauIocss Ha BUBUEHHI
MyTaliil reHiB (GepMeHTIB (POTATHOIO HUKIY Ta
MeTabo0J1I3My rOMOLIMCTEiHY. 3HaYHA KUIBKICTh
MyTauiil 6yna BUsIBIeHA, ajie JIMIIE Y YACTUHU 3
HUX TOBEAEHO 3B 30K 3 matorene3zom BJIHT. 3
yCiX BUIE3a3HAUYCHUX BapiaHTIB MOJIMOpPdizMy
reniB e C677T MTHFR ta A66G MTRR € no-
BeJieHUMU (hakTopamu pusnky po3Butky BJIHT.
BanOBy}qu 3HAYHY Bapia6eaniCTb MOIIUPEHHS
BJAHT y pi3Hux kpaiHax, JOIIJIBHO MPOJTOBKYBa-
TH MOJICKYIIAPHO- TEHETUYHI JIOCTIKEHHS y BEIIH-
KUX MOMyJIsisiX. BU3HaUeHHS HOBUX T€HETUUHUX
daxtopis BJJHT moxe nmorpedbyBaTu BUBUCHHS
TeHiB, 1[0 HE HajeXaTh 10 (poraTHOTO IUKIY Ta
MeTaboJi3My TOMOIMCTEIHY, HAMPUKIIAJ, TCHIB
PCP mnsaxy (Frizzled (Fz); Flamingo(Fmi)/Starry-

night(Stan)/Celsrl; Strabismus(Stbm)/VanGogh
(Vang)/vangl; Disheveled(Dsh/Dvl); Diego (Dgo)/
Diversin) [25].

Kuinika ta kinacudikanis

AnHoMai po3BUTKY XpeOTa Ta CIUHHOTO MO3KY
nmo3HaueHi y MKX-10 y pyopukax Q05 — QO06.
[IposBu crmiHanpHOTO AU3padizMy MOIUISIOTH Ha
TPU T'PYyIH, IO BiAPI3HIIOTHCS 3a aHATOMO-(i3i0-
JIOTTYHUMHU, KIIIHIYHUMH MTPOSIBAMHU Ta 34 CTyIICHEM
TSIKKOCTI.

Ilepmia rpymna — 3aKpuUTHI CIiHAIBLHUI au3pa-
(b13M (spina blfzda occulta) pO3IICIICHHS 3aHIX,
PIAKO MEpeHIX BIAIIIB XPeOETHOrO CTOBIMA, BH-
SIBJISIETHCSI BUMIAJKOBO Y KIIIHIYHO 3IOPOBUX AITEH.
Haitiuacrime cepen miei rpynu TparissiOThCs JTia-
CTeMaTOMI€IisI, CHPIHTOMIENIsI, TIAPOMIENTisl, CHH/I-
POM HATATY KiHIIEBOI HUTKHM CIIMHHOTO MO3KY, CITH-
HaJIbHI JITOMHU.

Jpyra rpymna — BIIKpUTUH CIIIHAJbHUN AU3pa-
dbizm (spina bifida apperta). 11sg matonoris mos’si-
3aHa 3 MOPYIICHHSIM IIJIICHOCTI XpeOETHOTO CTOB-
a mig gac oro (hopMyBaHHS 1 IPOTPY3i€I0 BMIC-
Ty CIMHHOMO3KOBOTO KaHaly 3 (OPMYBaHHSIM
CIIMHHOMO3KOBOI I'prki. OCHOBHOIO JIOKaITi3alli€r0
CIIMHHOMO3KOBUX TI'PUXK € MOMEPEKOBO-KPHUIKOBUN
Bimain xpedTa (82,5 %). Y rpynHomy Bigaini rpu-
X1 BUABISAIOThCS y 10 % BUnMaaKiB, y IIMHHOMY —
y 7,5 %. 3anexHo Bii BMICTY I'PUIKOBOTO MIilIKa,
BUPI3HAIOTH KiJIbKa (POPM CIIMHHOMO3KOBHX I'DHXK.

MeHiHro11Ie]Ie — HMPOTPY3isd TBEPHIOl Ta apaxHoi-
JIanbHOI 000JI0HOK Yepe3 aedekT xpeodus. Jledekr
330BHI BKPUTHI TOHKOIO IIKIPOFO, IiJ Yac ITyHKIIIT
crafaeThcsi. HasgBHICTH MEHIHTOLIENIE YacTile 3a
BCE HE CYNMPOBOIKYETHCS HEBPOJOTIYHOIO CUMII-
TOMATUKOIO, OCKIJIbKY CTUHHUN MO30K 3aJIUIIAETh-
cs IHTAKTHUM. 3 TPOTHOCTUYHOI TOYKHU 30Dy, 115
(opMa € HAMOLIBII CHIPUATIUBOIO.

MeHiHTOpagUKyJIOIe]e — 1€ BUI SIYyBaHHS
CIIMHHOMO3KOBUX KOPIHIIIB y TPHKOBE YTBOPEHHS,
10 CIIIO Y HbOMY 3aKIHUYIOThCs. CTIHKY IpUXKO-
BOTO MIIIIKa YTBOPIOIOTh apaxHoiaibHa 000JIOH-
Ka, (pi0po3Ha TKaHWHA, MAIIKIpHA KJIITKOBHHA Ta
mkipa. Li mapu MoXyTh OyTH Pi3KO CTOHIICHI
a0o BiJICyTHI B3araji, IO CYIPOBOIKYETHCS JIKBO-
peero. KimHIYHUMU TpOsSIBAMU MOXKYTh OyTH IIepHU-
bepuuHi mapasniui Ta mape3u, TpodiuHi pos3maau
HIDKHIX KiHIIBOK.

MeniHnromiesnoriesne — MPOHUKHEHHS uepes Jie-
(bexT XpedIIiB yCiX eJIEeMEHTIB CHIMHHOMO3KOBOT O
KaHaJy, TOOTO 00OJIOHOK, KOPIHIIIB 1 CAaMOI'0O CITHH-
HOTO MO3KY Ta 3POIIEHHS HOT0 3 BHYTPILTHHOIO CTiH-
KOO T'PIKOBOTO Mimka. L{s popma € HaiOUIbII 3HA-
YyIIoI0 Ta TpAIUISIEThCS Hakuacrime, y 94 % ycix
BUITAJKIB spina bifida (6e3 ypaxyBaHHS BHIIaJIKIB
spina bifida occulta). HeBponorlq}n TPOSIBH BKITIO-
4yaloTh B cebe mape3u Ta mapajivi HHKHIX KiHII-
BOK, mape3u chiHKTEpiB TA30BUX pe3epByapiB i
TpodiuHi po3naau 3 YTBOPEHHSIM BUPA30K Ta IIPO-
JIEXKHIB CTOTI.

Ne 2 (20) 2012
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Mienouucrorneiae — AOCUTh piakicHa dopma,
IIpU SKIM KiHIIEBUH BIAAII CHUHHOTO MO3KY Pi3KO
PO3IIMPEHUI 32 PAaXyHOK MOTO IIEHTPAJIbHOTO Ka-
HaJTy, 3aII0BHEHOTO CIIMHHOMO3KOBOK PiIMHOIO,
IO CYIPOBOJIKYETHCS TPyOUMH aTPODITHIMHE 3Mi-
HaMM TKaHUH CIIMHHOTO MO3Ky. HespoiueHHs xpe-
0Ta Ta M’SIKUX TKaHWUH Y CYKYITHOCTI 3 HEJIOPO3BH-
HYTHUM CIIMHHUM MO3KOM (rhachischiasis poste-
rior) € HaWOIIBII TAXKKOIO Cepeld Bal PO3BUTKY
cnuHHOrO MO3Ky. Ha nui nedekry, chopmosano-
O POBIICIUICHHSIM IIKIPH, MIUIETIMX TKAHUH 1 3a-
JIHHOT'O MIBKIJIBIS XpeOeTHOTO KaHally, Bi3yai3y-
€THCSI CMY’KKa HEPBOBOI TKAHUHU 3 BEJIMKOIO KiJib-
KicTIO cynuH (area medullo-vasculosa). l1sa Baga
CYNMPOBOJDKYEThCS JlikBOPeero. KicTo3Huii komro-
HEHT a00 Oyab-sIKi 00’€MHI YTBOPEHHS HaJ IIKIPOO
HE XapaKTepHi.

TpeTs rpyna — cIiHaIbHI aHOMAITIT Y KOMOIHAIIT
3 TSDKKUMH KayJalbHUMI BaJaMU PO3BUTKY XpeOTa
1 [IOIIEPEKOBO-KPHKOBOI AUISHKH: TEPMiHAJIbHI Mi-
€JIOLIUCTOLIENTE, JJaTepaIbHI MEHIHTOIIe]Ie, CHHIPOM
kayaanpHOi perpecii [14]. HaBenena Buiie kiacu-
¢ixaris Mae yMOBHUN XapaKTep, OCKIIbKU BEJIU-
Ka KUTbKICTh MATOJIOTIYHUX CTaHIB MOYXE BUSIBIIS-
THUCSl B KOMOiHAaIIi.

3B’SI3Ky MK OKpeMHMHU (paKTOpaMU PU3HUKY,
MOJIEKYJIIPHO-TEHETUUHUMHU Je(eKTaMu, PIBHEM
nedinuTy BiTaMiHIB y MaTepi Ta BUHHKHEHHSIM
reBHOi KimiHIYHOI ¢opmu BJIHT He BcTaHOBIIECHO.

IpodinakTuxa

Bpaxosyroun, o 61useko 80 % BAHT marots
MyJIbTH(AKTOpIATbHE MTOXOKEHHS, OCHOBHI 3aX0/I1
npodUIaKTUKU TTOBUHHI OyTH CIIpSIMOBaHi Ha 3a110-
OiraHHs BIUTMBY BIJOMHMX 30BHIIIHIX ()aKTOPIB 1 HA
BUSIBJICHHS JKIHOK JIITOPOJHOTO BIiKY, SIKI MAIOTh
F€HETUYHY CXWJIBHICTh 1O HAPOJKEHHS JUTUHU 3
BJAHT. INpuknamom 3anobiranus BAHT moxe
OyTu BOajauii 1OCBI HU3KU KpaiH, 1€ BIPOBaIKe-
Hi HaIllOHAJIbHI IporpaMu 3 GopTU(IKYyBaAHHS
NPOAYKTIB XapuyBaHH: (bonieBOIo KHUCJIOTOIO Ta
peKOMeHI[aHII 100 NMpuifoMy npenaparis gosie-
BOI KUCIIOTH JUIsl JKIHOK, SIKI IUTaHYIOTh BariTHICTS,
10 TIPUBEJIO 10 3HMKEHHS MTOKAa3HUKIB HaPOKEH-
Hs JiTel 3 aneHuedaniero Ha 38 %, 31 spina bifida
— Ha 52 %, 3 enuedanonene — Ha 31 % [18; 24].
ITpote € nani npo nasBHicTh popm BAHT, pesuc-
TEHTHHUX J0 BEJMKUX 703 (DOJIEBOT KMCIOTH SIK 3a-
XOJ1y IIPEKOHLEILINHHOT TpoditakTuku. B excrepu-
MEHTax Ha TBapHUHAX 130MepH 1HO3UTOITY 3amoobira-
I0Th PO3BUTKY omat-pesucrentnux BAHT. V¥ xi-
HOK, BariTHUX mroxom 3 BIHT, 6yB BUSIBJICHU I
3HMKEHUI plBeHb 1HO3UTOJy B KpOBi. IIpexoHuen-
uiiHUI NpuitoM mpernaparis MioiHo3uTouy Ta ¢o-
J€BOI KUCTTOTH BATiTHUMHU JKIHKAMH 3 BUCOKHM PH-
sukoM BJAHT (HapomkeHHsI IUTUHU 3 JAHOIO MATO-
JIOTI€I0 B aHAMHE31) MPOJIEeMOHCTPYBaB e(heKTHB-
HICTh JAHOTO METOIY MPOQiTaKTHUKH, OCKUTBKU B
YKOJHOI HOBOHAPO/KEHOI TIUTUHU HE OyJIO BUSIBIIE-
HO O3HaK BPOJI)KEHUX BaJ HEpBOBOI TpyOku [16].
s npoBeneHHs LiJIeCpsIMOBAHOI MPO]ITaKTUKU
JIOIITLHO BU3HAYATH TPYITY KIHOK 3 HAWOIIbII BU-

COKUM PU3MKOM HAaPOJUKECHHs miteii 3 BAHT. das
HOro y JKIHOK 3 eITiAEMIOTIOTTYHIMH (aKTOPAMK pHi-
3HMKY 3’ICOBYIOTb IIPHYMHHU TiEPrOMOLKCTEIHEMI],
st yoro npoBoasath JAHK-giarnoctuky crnagko-
BUX Ace(eKTiB (PepMEHTIB, IO OEPyTh y4acTh B 00-
MiHI METIOHIHY Ta (OJIIEBOI KMCIIOTH, HAIIPUKIIAJ,
MTHFR, 3a nonomorot JIHK-mikpouyunis mopis-
HSUTBHOT FeHOMHOI T10puan3altii. MeHI HaJiiHUMHU
MMOKa3HUKAMH, 32 SKIMH MOXXHA BU3HAUYUTHU TPYITY
JULSL TIPOBE/ICHHS LINIECIIPSIMOBAHUX 3aXO/IIB IPOdi-
JIAKTUKH, € PIBeHb BITAMIHIB B, Bio, By Ta ¢domie-
BOI KUCJIOTH Y CHPOBATLI KPOBI.

Crnin BpaxoByBaTH, IO y KIHOK 13 TEHETUIHOIO
CXHJIBHICTIO IO (bopMyBaHHﬂ BAHT y niona ue
3aBXK/M MOXKHA BUSIBUTH CIIEMIOIOTT4HI HaKTOpH
pusnky. ToMy BUSIBICHHS ITOIYJIAUIHOTO PH3UKY
TCHHUX MYTalliil Ta 3B’I3Ky MK TCHETUUHUMH 1 KJTi-
HIKO-aHAMHECTUYHUMH JTAHUMHU € TIEPCIIEKTUBHIM
HANPSMOM JIOCIKeHb. POPMYBAHHS IPYIl PH3H-
Ky, CTBOPCHHSI IHMBIyaIbHOIO KOMILIEKCY METO-
JIiB TPOPUIAKTUKHA MOXKYTh 3HU3UTH MOLINPEHICTH
BJIHT. OcHOBHI 3 BKa3aHUX 3aXOJiB MOTPIOHO
MPOBOAUTHU Ha eTalli MJaHyBaHHS BaritHocTi. Ha
BIIMIHY BiJ LIbOTO MiJXO/y, HUHI BUIII€3a3HAUYE€HA
nmpobyieMa BUHUKAE JIUIIIE HA eTarli MpeHaTaIbHOI
JIIaTHOCTUKH, 10 0a3yEThCS HA CYYaCHUX METOJax
pannboi giaraoctuku BJIHT y mmoma 3a gomomo-
rofo 010XIMIYHHX METOIAMK (ZLOCIIZKCHHS PIBHS
0-(heTONPOTEIHY Ta ALETHIXOJIHECTEPasu y CUpO-
BATII KPOBI MaTepi Ta HaBKOJIOIUIIAHUX BOJAX),
METO/IiB IHTPOCKOIII Toaa (yIbTpa3ByKOBe Ta
MarHITHO-PE30HAHCHE JOCIKeHHsT). BioximiuHi 0-
CIIJUKEHHSI KPOBI XKIHKHU Ta yIbTpacoHorpadis €
CKPUHIHTOBUMH ISl YCIX BariTHuUX. I1py BUsBIICHHI
BJAHT a6o mio3pi 1m1o/10 ii HABHOCTI Y 11014, CiM’s1
ONMHSETHCS Tepel HeOOX1THICTIO MPUHHATTS CKIIa/I-
HOT'O DIillIeHHsI TTPO TMIepEePUBAHHS BATITHOCTI, 11O CY-
IIPOBOJIKYETHCS HU3KOI OI0ETHUHMX ITPOOJIEM.

DopMyBaHHS TPYN PUBHUKY Cepejl KIHOK, Y IKUX
maHcu Hapo pkeHHs qutuan 3 BJIHT By 3a cepen-
HBOMOMYJISALINHI (32 HASBHOCTI OJTHOT'0, & TUM OiJTb-
e ABOX (PaKTOpiB PU3UKY), HATACTh MOXKIIUBICTh
MMPOBOAUTH MOJIEKYJISIPHO-TEHETHUYHE JOCIIIKEHHS
1 ONTUMI3yBaTH KJIiHIYHE OOCTEKEHHS Ha eTall
IJIAHYBAHHS BATITHOCTI Ta IMIJBHUIIHMTH SKICTh Tpe-
HaTaJbHOTO JOCHiKeHHs. [lopsanok BeaeHHS Ki-
HOK 3 TPy PU3UKY BKJIIOYATHME: KOHCYIbTAIIil
JiKapsi-reHeTHKa, riHeKoJjiora, TeparneBTa, eH10-
KpuHosora, oocrexxeHHs Ha rpyny TORCH-indexuiit
metonoM IDA (y pasi BusBieHHs IgG — moBTop-
HUH aHaIi3 depes 2 TUXK. Ta, 3a moTpedu, HJIP) y
IT tpumectpi — 6araTOKpaTHI/II/I KOHTPOJIb PiBHS
o-peTOnpOTeIHy i aLeTHIXONIHECTepasn y CHpo-
BATILI KPOBI Ta HABKOJIOIUIIHUX BOAAX, 6araro-
pa3oBe yIbTPa3BYKOBE JOCII/DKEHHS TUTO/IA, B CKIIA-
HHUX BUTAJKaX — MarHiTHO-PE30HAHCHE TOCIi-
JOKEHHS. YIIbTPa3BYKOBE TOCII/KEHHS IJI0a Ha-
JTa€ MOKJIMBICTH BXKE y pAaHHbOMY TE€PMiHI BariT-
HOCTI BU3HAYMTH PiBEHB JIOKAJIi3allil rpuxi, i mpo-
TSOKHICTB, aHATOMIUHY (hopMy, cTaH XpeOTa, HasiB-
HICTh Tigpouedarnii Ta moexHaAHUX Baj PO3BUTKY
[6; 8]. ¥V xiHOK 3 rpynu pU3MKY Ta y THUX, Y KOTO
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BUSIBUJIM CYMHIBHI 3MIHM IIpH CKPMHIHIOBUX JTOCIIi-
JOKEHHSIX, HEOOXI/THO KOHTPOJIIOBATH PIBEHb FOMO-
nucreiny B kposi y II TpumecTpi BaritHocTi. s
TUQEPEHIIITHOI T1IarHOCTUKHY Pi3HUX (POpM Timepro-
MOITUCTETHEMIT IHKOJIM BUKOPHUCTOBYIOThCS HAaBaH-
TaXyBaJIbHI TPOOH 3 METIOHIHOM.

Ocrartoune miaTeepkenHs BJIHT y mmoaa yac-
Tile 3a BCE € MIPUBOJIOM ITPOIMOHYBATH NEPEPHU-
BaHHs BariTHocTi. OJHAK CJIiJl BpaXOBYBATH, IO
CydacHI METOAU MpeHaTaJbHOI 11arHOCTUKH Yac-
Tille M1arHOCTYIOTh caM (DakT HasiBHOCTI Aedek-
Ty, ajie He 3aBXK/U 1ai0Th MOXIIMBICTh YyTOYHUTH
Horo cTymiHb TskKocTi. [Ipu boMy CTyMiHb 3a-
JIYyUEHHS JI0 MAaTOJOTIYHOTO MPOIleCy HEPBOBUX
CTPYKTYP € BU3HAUAIBLHUM JIJISI TPOTHO3Y.

JlikyBaHHst

Cy4acHi METOMKH ONEPATUBHOTO JIKYBaHHS
JIOIOBHIOIOTHCS. MIKPOXIPYPIIYHOIO TEXHIKOIO, IO
JI03BOJIsI€ GBI PETENBHO BUAUIMTH 1 BUAATUTH
MEHIHTOLEeNIe 13 CYNPOBIAHUM 00’ €MHUM YTBOPEH-
HsM 0e3 YIIKOIKeHHS MPOBIAHUKOBOrO amapary
CIIMHHOTO MO3KY [4].

OkpeMHM NUTAHHSIM € BU3HAYCHHS ONTHMAJlb-
HUX TEPMIHIB IJIAHOBOTO XiPYPriYHOIrO BTPYYaH-
Hsl. BUSIBIICHHSI CTYIIEHs] HEBPOJIOTTYHUX TIOPYILEHD
Y HOBOHAPOJUKEHNX CTAHOBHTD TEBHI TPYAHOLL, y
3B’SI3KY 3 UMM [yMKH aBTOPIB II0J0 TEPMIHIB OIle-
PATUBHOTO JIIKYBaHHS PO3IUTMINCA. 3 BIKOM CITHH-
HOMO3KOBa T'pHka 301MbIIYETHCS, IO MOTIipIIye
YMOBH JJISl IIIACTHYHOTO 3aKPUTTS Ae(eKTy, a
TIPOLECH, [0 PO3BHBAIOTHCS Y IPHIKOBOMY MIIIKY,
MIABUILYIOTH CTYIIHB I TSDKKICT HEBPOJIOTTYHUX
MOPYIIeHb. 3BIIbHEHHS! HEPBOBUX KOPIHIIIB, HAB-
MaKu, Bee 70 BIAHOBIEHHS (YHKIIIM Ta30BUX Op-
raHiB 1 HIOKHIX KiHIIBOK. Taxk, SMTOHCEKUMU JOCTII-
HUKaMU OI[IHEHWH IHTeNleKTyallbHul craryc 12 mi-
Tel 31 CHUHHOMO3KOBUMHM I'PH)KaMHU B MOETHAHHI
3 rigpouedaniero. Kpai pe3ynbTaTH JIiKyBaHHS
OTpUMaHI y AITEH, SIKi IepeHEeCIN OlepaTUBHE Ji-
KyBaHHS Ha OUTBIN paHHIX TepMmiHax. PaHHe omepa-
LiifHE BTPYYaHHS € HE TIIBKU MPO(pITaKTUKOIO yC-
KJIQJTHEHb 3 OOKY T'PMYKOBOTO MIIIIKa, PO3BUTKY Ta
MpOTrpecyBaHHs CYyNPOBIIHOI Tigponedarii, ame i
CTBOPIOE HOpMaJIbHE aHATOMO-(Di310JIOTIUHE CITiB-
BI/IHOIIIEHHS Ta CIIPUSTINBI YMOBH JJIs1 IPABUIIb-
HOTO PO3BUTKY CIIMHHOTO MO3KY, BiJHOBJICHHS 1
MOKpaIlaHHsg Horo mopyumeHux GpyHkKIin, 3amnooi-
rae jereHepatii HEpBOBUX KOPIHIIIB, CIIPHUSIE HOP-
MaJIbHOMY IICUXIYHOMY PO3BUTKY AUTHHH, & TAKOK
3a0e3neuye 100pUil KOCMETUYHHI pesynIbTaT [5].

[IpoGieMo0 MIaHOBOI Xipypril € o€ AHAHHS
CIIMHHOMO3KOBHUX I'PUIK i3 IIPOrPECYI0UOI0 Iifpo-
uedasiero, KoM MocTae MUTaHHs BUOOPY MOCIIL0B-
HOCTI onepauiif a0o iX CyMilleHHs 3 OJHOMOMEHT-
HUM BHJAJICHHSM TPH)KOBOTO MIIIIKa 1 JIIKBOPO-
MyHTYBaHHAM. ONTUMAIBHUM CIiJl BBAXATH OJI-
HOMOMEHTHY OTepalilo, MM 9ac sIKOI yCyBa€ThCs
CITUHHOMO3KOBUH Je(DeKT 1 HOpMaITi3yeThCs JIIKBOP-
Huil Tuck. Lle 3a6e3neuye npodiakTUKY MiIABU-
HIEHHS IHTPAKpaHiaJbHOTO TUCKY IiCs BUIAJIEH-
HSl TPUXKI, IO € pe3epByapoM MiAHOMIB THUCKY 1

3anobirae BTOpI/IHHII/I nicasionepaliiiHii JKBopei,
3YMOBJICHIIT JIKBOPEHHOIO IIEPTEH3IET0.

OpHak 4JacTille JOBOJUTHCS CTUKATHUCSA 13 CU-
TyalisMH, KOJIM OTHOMOMEHTHE BTPYyYaHHSI HEMO-
KJIUBe (TSDKKICTh CTaHy, MaJla Maca, 3HauHI po3Mi-
p¥ TPUIKOBOTO MIIlIKa, BUPAXKEHICTD Tiapoiuedarii
i rinepTensii). 3a71eKHO Bi BUPAXKEHOCTI TOTO YU
IHIIIOTO KOMITOHEHTA, [0 BU3HAYAE CTAH IMAIli€HTa,
a TAKOXX CTaH IPHYKOBOTO MIIIKA, TPOBOASTH CIIO-
YaTKy IIYHTYIOUY omnepalliro, a uepe3 7—10 mgHiB
— BHJIAJICHHS rprki abo HaBnaku. HeoOXigHiCTh
YPreHTHOTO BTPYUYaHHSI BUHUKA€ MPH PO3PUBAX
CIIMHHOMO3KOBHUX I'PHX 3 BUTIKAHHSIM CIUHHOMO3-
KOBOI PIANHY (JIKBOPEEIO) UM 3arpo3i TAKUX PoO3-
PHBIB IIPH PI3KOMY [IOTOHIICHH] TKAHUH IPHXOBOTO
mitka. TepMIHOBICTb BTpyYaHHs MOB’sI3aHa 3 HasiB-
HICTIO «BIIYMHEHNX BOPIT» s iHEKLii 3a yMOB
JIKBOpET, 1 10 paHille BOHA 3YNUHEHA, TO MEH-
LIOKO € MOXKIIMBICTD IHQIKYBaHHS Ta PO3BUTKY Me-
HIHTITIB, MEHIHTOEHIIehaiTiB. ¥ pasi SKIIO JTIKBO-
pest TpuBae Oinbie 24 10, BUJAJCHHS CIIMHHO-
MO3KOBHMX T'PUK 1 YCYHEHHS JIIKBOPEl YCKIaIHIO-
I0ThCS THIMHO-3aNaJIbHUMU TIpotiecaMu y 78 % BuU-
naakiB. Came UM OOrpyHTOBAHE IMTPOBEICHHS Tep-
MIHOBHUX OTI€paTUBHUX BTPYYaHb y AiTeH 31 CIUH-
HOMO3KOBOIO I'PUIKEI0, YCKJIAJHEHOIO JIIKBOPEEIO,
YU IIPU 3arpo3i Il BAHUKHEHHS [6].

IIpornos

CriocTepexeHHs 3a ITbMH, ¥ SKUX [PEHATAIb-
HO OyB BCTAHOBJICHUI AiarHO3 MEHIHIOMIeJIOLeNne,
MiITBEP/KYIOTH 3aJI€KHICTh MK CTYIIEHEM BEH-
TpUKyJIOMeralii # aHaATOMIYHUM piBHEM JIe(eKTy
32 JAHUMH YIbTPa3BYKOBOI AIarHOCTHKHU Ta CIIPHU-
SATIIMBUM MPOTHO30M y MaiOyTHhOMY. HaitGimbim
CHPUSTIMBUHI MPOTHO3 — 3a BIACYTHOCTI BEHTPU-
KyJIOMeTaJTii Ta po3TalllyBaHHI Ae(eKTy y mormepe-
KOBO-KPHKOBOMY BiaAini xpedta. OnepaTuBHe
BTPYYaHHS 3 MPUBOJY 3aKPUTTS Ta IUIACTUKU Jie-
(bexTy NpUBOAUTH 1O 3HAYHOTO 3HUIKEHHS PIBHS
CMEPTHOCTI, a omepallis IyHTyBaHHS ITPU TiIPO-
nedadii 103BoJIsIEe 30epeTrTH HOPMaJbHUN PiBEHB
IHTEJIEKTY B MailOyTHHOMY y OUTBIIIOCTI MAIli€HTIB
[23].

BincyTHICTh OnepaTUBHOTO JIIKYBaHHS 3yMOB-
moe 90-100 % cmepTHicTh y Bimi g0 1 poxy. [Tpu-
YUHAMU CMEPTI HA APYTOMY POIL KUTTS Y OLTBIIIO-
CTI BUNIAJIKIB € MIporpecyroua rigpouedaltis Ta iH-
dexuii HHC. ¥V giteit 3 MeHiHTrOMIi€eNONEIe IPU
MOJaJbIIOMY CIIOCTEPEKEHHI BUSBISIOTHCS TaKi
HECTIPUSITINBI HACTIAKY: iHBAIIIHICT — 80-85 %,
MOTOpHI nopymieHHs: — 60-70 %, rigpouedarnis —
80 %, BiACTaBaHHS Y PO3YMOBOMY PO3BUTKY — 25—
30 %, HeTprMaHHs Ta30BUX pe3epByapiB — 65-75 Y.

Bucuosku

1. 3rigHO 3 JAHUMU PO 3HAUHI TeoTrpadiuHi Bij-
MiHHocTi B emigemionorii BAHT cepen 6aratbox
KpaiH CBITY Ta HaBITh M PETiOHAMH y MeXax OJI-
Hi€l KpalHU, BUBUEHHS €MijeMioNorii pisHUX popMm
BJHT i Bu3HaueHHs MOMYJISLIHHOTO PU3UKY Yy Ha-
CelieHHsI YKpaiHM € BaXKJIMBUM 3aBJIaHHSIM.
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2. BuBUeHHS pO3MOBCIOIKEHOCTI MOJIiMOp]izmy
T'€HIB, IO € TOBeACHUMH (pakTopamu pusuky BAHT,
BUSIBJICHHS HOBHX IOJIMOPGI3MIB I'€HIB Y TOITYJIs-
il YkpaiHu 103BOJIMTH ONTUMI3yBaTH Iporec ¢ho-
PMYBaHHSI TPYIT PU3MKY CePe]l )KIHOK JITOPOTHOTO
BiKy y paMkax koHmemnmii npodimakrukun BAHT.

3. BUSBIICHHS T€HETUYHHUX MapKEpPiB PU3UKY
BAHT y xiHOK HagacTh MOXJIMBICTD JU(PEPECHITIH-
HOTO MiJIXO/Y /10 MPEKOHIICIIIIHOT Ta MpeHaTalb-
HOT TPO(UTAKTUKH, PAHHBOI JIIATHOCTUKHU U ONITUMI-
3aIlii cTpaTerii MEUUYHOTO BEJICHHS, 1110, B CBOIO
4yepry, 103BOJUTh 3pOOUTH TTO3UTUBHUM BKIAJ Yy
CTpATETII0 3HKEHHS TOKA3HUKIB MMEPUHATAIBHOI,
HEOHATAJIbHOI Ta MAJIFOKOBO1 CMEPTHOCTI, 3aXBO-
PIOBAHOCTI ¥ 1HBAJIITHOCTI.
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