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®ETAJIbHAS HEMPOCOHOIPA®USA: AHOMANAU

PA3BUTUSA 3AAHEWN YEPEMHOW SMKW

Hentp Menuuunst [lnoga
Ha Yuctsix Ilpynax,
MockBa

BIWII TPUMECTPAX

K anomanusam pa3Butus 3agHed YyepenHOU SIMKU
(3Y41) oTHOCATCS TUTIOIUIA3US YEPBS MO3KEUKA, MaJlb-
¢dopmanust  [IpHan—Yokepa, yBeJIMYEHHE OOJBIION
LUCTEPHBl MO3ra, TUIOIUIA3USI MOIKEUKa (MMEeTCs
B By BECh MO3XKEUOK, & HE TOJILKO YEPBb), apaXHOU-
JanbHas KWCTa, KUcTa KapmaHa bmoiika. [lpu aud-
(epeHIMaIbHOM TNArHOCTUKE BCEX ITHX AHOMAalUH
Pa3BUTHS OLICHMBAIOTCS Pa3MEpbl YEepBS MOPKEUKA
(ero KpaHHO-KaylaJbHBIM W TepenHe-3aJHUN pa3Me-
PBI, KOTOPBIE MO>KHO TIOJIyYHUTh TOJIBKO HA CPEAMHHOM
CaruTTaJbHOM Cpe3e), 3JICBaLMsl YepBS MO3KEUKa
BBEPX, OTKPBITOCTBY 4-T0 JKeIyl04YKa U ero cooore-
HUE ¢ OOJIBIION IIMCTEPHON MO3Ta, pa3Mepbl OOJIBIION
LUCTEPHBI MO3Ta, a TAKXKE MOJIOKCHUE TEHTA MO3KEY-
Ka (tentorium) W, COOTBETCTBEHHO, YPOBEHb MeECTa
CJIMSTHUSL BEHO3HBIX CHHYCOB TOJIOBHOTO MO3Ta IJI0Aa
(torcular herophilli): BepxHero caruTTajJbHOTO CHHY-
ca, HIDKHETO CaruTTajJbHOTO CHHYCa U IONEPEYHOIO
cHHyca (BEHO3HBIE CHHYCBI y4acTBYIOT B peadcopO-
LUH JIMKBOPA U3 Cy0apaxHOUAAILHOTO IPOCTPAHCTBA
U UX MOJIOKEHUE ONPEAEISIETCS 10 MOJI0KEHHIO TEHTa
MO3KCUKA).

OneBanysi TEHTa MO3KEUYKa BBEpPX M MECTO
CIIMSTHUS MO3TOBBIX BEHO3HBIX CHHYCOB (torcular
herophilli) siBrsieTcst OMHUM 13 OCHOBHBIX KPUTEPUEB
npu auddepeHnranbHON TuarHocTuke Maibpoma-
uuu [pHau—Yokepa ¢ JpyruMu aHOMAJIMSIMHU 3aAHEN
YepenHo SIMKHU (APYTMM KpPUTEpPHEM SIBISIETCS TH-
MOILIa3Hus YEPBsl MOPKEUKA, KOTJa OTCYTCTBYET €ro
HYDKHSS JI0J1s1).

Volpe et al. B 2012 rony mis nuddepenumanbHoi
JUAarHOCTHKH TOPOKOB Pa3BUTHS 3aJHEH YepermHOH
SIMKH TIPEIIOKUITH U3MEPSITh V201 MeHCAY CIME0LOM
Mmo3ea u mosaiceukom (brainstem-vermis, BV): mexmy
KacaTelbHBIMU JIMHUSIMH, HPOXOIIIIUMH IO J0p-
CaJIBHOW CTOPOHE CTBOJAa MO3ra M BHYTPCHHEMY
KOHTYPY Ye€pBS MO3KEUKA H V20l MeHCOY CME0LOM
Mmo3zea u menmom mo3sdiceuxa (brainstem—tentorium,
BT): mexay kacaTenbHBIMH JIMHHUSIMH, MTPOXOJISIIN-
MH TI0 IOPCAILHON CTOPOHE CTBOJIA M HIDKHEMY KPalo
najatki. B Hopme: yroa Meskay CTBOJIOM MO3ra
U Mo3:keukoMm, BV angle <18° yron mexay cTBo-
JIOM MO3ra U TeHTOM Mo3:keuka, BT angle <45°.
[Ipu Ka>k10M U3 MOPOKOB PA3BUTHS 3aJHEH YEPEITHOM
SIMKH 9TH YIJIbI COOTBETCTBEHHO MEHSIIOTCSI, YBEJINYH-
BAIOTCS B PA3JIMYHON CTEIICHU.

KoppekTHas npeHartaipHasi JHarHOCTHKAa aHOMa-
JIMH pa3BUTHsL 3aHEH YEPEIHOHN SMKHM MO3ra ILIOJA
BozMoxkHa B 90% ciy4yaeB. Bpicokas nuarHocTu-

YyecKass TOYHOCTh JOCTHracTcsi Onaromaps OLICHKE
CTPYKTYp TOJIOBHOTO MO3ra IUIOJIa Ha pa3IMyYHBIX
MYJBTUIUIAHAPHBIX CPE3ax: CaruTTaJIbHBIX, KOPOHAp-
HBIX M aKCHaJbHBIX, B CBsI3U ¢ 4eM 3D ynbTpasBy-
KOBO€ HUCCJIECI0BAaHUE B MYJIBTUILNIAHAPHOM PEKUME
(Multi-planar imaging) nmu VCI-C (B 00oux pexu-
Max Y3U Busyanuszanmu, on-line u off-line) ncrosns-
3yIOTCS JUI OLIEHKH aHOMAJIMI pa3BUTHS 3aHEH de-
PETHON SIMKH.

MPT oOTHOCHUTENBHO HEJABHO TOXKE CTana Ipu-
MEHATBCS Ul JAMATHOCTUKM aHOMaJIMN pa3BUTHUSA
TOJOBHOIO MO3ra ILIOJA, OJHAKO, B OCHOBHOM JJIs
€ro OLEHKH KOPTHKaJbHOH Murpauuu. Jns audde-
PEHIMATBHOW JUarHOCTHKH MOPOKOB pa3BuTus 345
He OBIIO HalijeHo OOJBIINX NPEUMYILECTB B CPaBHE-
HUM C ICTAILHOU YIIBTPa3BYKOBOI HelpocoHorpadu-
ei, B ToM umciae u ¢ 3D Y3U.

N3 Bcex aHOMaiMi 3aJHEN YEPENHON SAMKHU pac-
mMpeHre OOJbIION IUCTEPHBI MO3Ta M KUCTa KapMaHa
Belikepa siBisitoTcst Hanbosee pacnpoCTpaHEHHBIMH
aHomanuaMmu 34 mo3ra 1uona, IUarHOCTHPYEMBIX
MIpEeHaTalbHO; B U30JMPOBAHHBIX CIIy4asX 4acTo pe-
IPECCUPYIOT BHYTPUYTPOOHO M MMEIOT OJIaronpHsT-
HBIN IPOTrHO3 NpakTrdecku B 85-90 % ciayuaes.

Manbdopmanus JpHAu—Yokepa W THUIOILIA3US
4epBsl MO3KEUKA UMEIOT HENPEACKA3yeMbId IIPOTHO3
C BBICOKOI BEPOSITHOCTBIO COITyTCTBYIOLIUX AHOMA-
JIMI PA3BUTHUSA IIJI0JA U HAPYILIEHUS] HEBPOJIOTUYECKO-
ro pa3BUTHs peOCHKA.

Hcxon 1 mporHo3 npu pa3invHoi popMe MOpOKOB
3441 npencrasnen B Tabnuue (o qanueiM J. Coleone,

2012).
OpHa 13 OCHOBHBIX TEHICHIINH, CYIIECTBYIOIINX
CETOoAHs B MPEHATAJIbHOU THMarHOCTUKE, — 3TO KakK

MOXKHO Oo0Jiee paHHEE BBISIBJICHHE ITOPOKOB Pa3BU-
THUS TI0J1a, KOCHYJAch U (peTanbHOM HelpocoHOTpa-
¢uu, U Takue MOPOKH Pa3BUTHS, KaK Majbpopma-
nus Jlannu—Yokepa u oTkpbITas popma spina bifida,
CTaJI0 BO3MOXKHBIM JIMarHOCTUPOBATH YXKE Ha pPaH-
HEM CpPOKE, BO BpeMsl INPEHATaJIbHOTO CKPUHHHIA
B 11"—13* Henenp GepemeHHOCTH. OIICHUBAIOTCS
KOH(UTypalus, NUPUHA CTBOJA MO3ra, 4-Tr0 Keiy-
JI0YKa U IIUCTEPHBI MO3Ta, KOTOPhIC YETKO BU3YyallH-
3UPYIOTCSI B BHJIC 3 @aHAXOTCHHBIX JIMHEHHBIX CTPYK-
Typ Ha CPETUHHOM CATUTTAILHOM cpe3e — npoduie
1073, Ha cpe3e, Ha KOTOPOM MPOU3BOIUTCS OICH-
Ka TOJIIHUHBI BOPOTHUKOBOTO MPOCTPAHCTBA U KO-
creit Hoca B 1171—13" Hemenpr (mo mamaeiM Fetal
Medicine Foundation, BexukoOpuranus).
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[ocTHaTanbHBIe HAPYIIEHHS HEBPOJIOTHIECKOTO

ConyTtcTBytomue pa3BUTHS
KonnuectBo
IOPOKH Pa3BUTHUS ITopoku pazsutus 3451
(n) M3omupoBaHHbIe HOPOKU
Ioza asias 3451 (n, %) 1 COITyTCTBYIOII[NIE
P ’ aHomaimu (n, %)
Kucra kapmana biiika 32 8 1/20 (5 %) 1/5 (20%)
Bosnbras muctepra mosra 27 9 2/16 (12.5%) 1/4 (25 %)
Manspopmanus o o
Jlomm—Yoxepa 26 16 3/5 (60 %) 2/2 (100 %)
l'unonuiasust 4epBsi MO3KEUKA 17 11 1/3 (30%) 2/2 (100 %)
ApaxHOHIAIbHAs KHCTA 1 0 1/1 0
Bcero (n, %) 103 44 8/45 (16 %) 6/13 (47 %)

3aknoyeHue

JleranpHOE HCCIACAOBAHUE MO3ra U BCEH aHATO-
MUU I1J10/1a HEOOXOMMBI TP TUATHOCTHUKE aHOMaITH i
3aJIHel YeperrHOW SIMKH ISl OTIpEJIeIICHHS IPOTHO3a
Y JaJbHEUIIIeH TaKTUKH BeJIEHUsT OepEeMEHHOM.
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