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YJIbTPA3BYKOBAS Y ®YHKLUIMOHAJIbHAST ANATHOCTUKA

Ne 2, 2024

BBEJEHHE

T'uapansumedasua ABaAsgeTCA PEIKUM II0-
POKOM pPasBUTHUSA T'OJIOBHOTO Mo3ra (1-2 ciry-
yag Ha 10 000 :xumBopo:kIeHHBIX). laHHBIN
IIOPOK cOUeTaeT B cebe MOJTHOE MU OUTH IT0JI-
HOe OTCYTCTBHE KOPBI I'OJJOBHOTO MO3Ta IIPHU
COXPAHHOCTU CTPYKTYpP Uepema W 000JI0UEeK
moara [1, 2]. IIporHo3 He6GJIATrONPUATHBIN:
mo 50% KM3HECTIOCOOHBIX HOBOPOKIAEHHBIX
morubaiT B TeueHue 1-To MecAlld, K KOHILY
1-ro roza skusHu o 85% . MMuorma mabdiarona-
IOTCS CcJy4Yau IJUTEJbHON BBIXKUBAEMOCTHU
IPU OTCYTCTBUU KOTHUTUBHBIX (GyHKIMH [1].
OcCHOBHOI IPUUYMHON CMEPTU IeTel IIpu IaH-
HOM IIOPOKe SBJISEeTCA Pa3BUTHE OCIOKHEHUI,
TaKUX Kak rugpoledannsa, HeKyIupPyoIuecs
CYIOpOTH, CIIaCTUYECKUe IJIeTUH, Iepedpaib-
HBI mapajaud, Ts:Keaad 3aep:KKa pasBUTHUA,
UHQEKIINN AbIXaTeJbHBIX IyTEel W pecrupa-
TOPHBIN AUCTpecc-cuHapoM [3].

B HacTosdAIee BpeMs OJHUM M3 BO3MOMKHBIX
BapUaHTOB CUMIITOMATHUUYECKOTO IOCTHATAJb-
HOTO JIEUEHU S SABJIAETCA YCTAHOBKA BEHTPUKY-
JIOTIEPUTOHEAJbHOTO WJX BEHTPUKYJIOATPHU-
aJILHOTO IITYHTA AJA CHUKEeHUS BHYTPUYEpeIr-
HOTO JaBJIEHUs, OJHAKO OHA accOIlMMPOBaHA
C Pas3BUTHEM IIOCJIEOIIEPAIIMOHHBIX OCJIOYKHE-
HUIi, B TOM 4HcJe OOCTPpYKIIMell IIyHTa, UTO
MOKeT TOTpeboBaTh NPOBEAEHUSA ITOBTOPHBIX
BMeIIIaTeJbCTB. B TuTepaType Onucaubl U APY-
rme BapWaHThl BMEIIATEJIbCTB, IPOBOAUMBIX
MMOCTHATAJBbHO, HAIPUMeEpP 3JHIOCKOMMYecKas
KOaryJIAalusa COCYIUCTHIX CILJIETEHUH, KOTopas
TaK’Ke MCIIOJb3YeTCA I/ YMEHBIIIeHUA BhIpa-
JKEHHOCTU BEHTPUKYJIOMETaJiui U CUUTAETCH,
IO HEKOTOPBLIM AaHHBIM, Oojiee 3(hPeKTUBHOI
MEeTOINKO#, UeM yCTaHOBKA IITyHTa [3].

IIpu ob6cysxaeHun Bompoca 00 aHTeHATAJb-
HOII KOPPEKIINU CJIeJYeT YUUTHIBATb, UTO 3(-
(hbeKTUBHOCTL BMEIIATEJIbCTB, HAIIPABJIEHHBIX
Ha yMeHbINleHHe o0beMa CIMHHOMO3TOBOI
skugKoctu (1edasiolieHTe3, YCTAHOBKA BEH-
TPUKYJIO0AMHUOTHUUYECKOTO IITYHTA), HAIIPAMYIO
3aBHUCUT OT IPUYUHBI PasBUTUA TuUapoiieda-
aun. CorjacHo onyOGJMKOBAHHBIM TAHHBIM,
mpoBeJleHNe (PeTajTbHOTO OIEePaTUBHOTO BMeE-
IIaTeJbCTBA MOKET OBITH IPUMEHEHO TOJBKO
B cJyuYae THIIEPTEH3UBHOM ruapoiedaanm, To
€CTh BCJIEICTBUE HapPyIIIeHUA OTTOKAa, TOTAa
Kak IIpu TUApaHsHIleDa Iuu MePBUYHON IPHU-
YMHOU (DOPMUPOBaHUSA THUAPOIledaTUn ABJIA-
IoTCA arTpopuuecKkue U3MEHEHUS MapeHXUMbI
roJioBHOTO Mo3ra [4, 5]. B HeKoTOpbBIX my6JIH-
Kamuax paccMaTpUBaeTcda IepuHaTAJIbHOE
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npoBefeHUe IledasonenTesa MpPU OOJBIIIOM
pasMepe TOJIOBKHU y ILJIOJOB ¢ THApPaHAHIIe(dAa-
awueii [6].

T'uppansHIleda s pa3BUBAeTCA B PE3YJb-
TaTe pas3pyIllleHus A BelllecTBa MOJIyITapuil Mo3-
ra. B vacTHOCTH, MOJKET HaOJIIOJaTHCA IIOCTE-
MeHHBIN pacmaj TKaHell ¢ (GopMUPOBAHUEM
MHOJKECTBEHHBIX KMCT W IIOCAEAVIOIUM UX
cauaareM (JIeMKoMaaAnuA). OTHUOJOTUS dTO-
ro IIpoliecca OO0 KOHIIA He M3BEeCTHAa, OJHAKO
BO3MOKHO BBIJIEJIUTh OCHOBHBIE IPYIIIIELI IIPU-
YUH:

* UINIEeMUYECKHH HEeKPO03, SBJIAIIUNACA
CJIe[CTBUEM OKKJIIO3UM BHYTPEHHUX COHHBIX
WJIN CPeIHUX MO3TOBBIX apTePUii;

* nu(Py3HBIA HEKPO3 C MOCJeAYIOIell pe-
30p0IIMell mOruoOIINX TKaHel Ha (poHe THIIOK-
cuu mioza (sosgeiicreue CO, 0Oyrana);

* BHYTPUYTPOOHOE MHPUIIMPOBAHNE ILIOLA
TOKCOILJIA3MO, ITUTOMETaJOBUPYCOM, BUDY-
COM IIPOCTOTO Tepiieca, IPUBOAAIIEe K Pa3BU-
THUIO BaCKYJUTA UM JIOKAJIBHON AECTPYKIIUU
BeIllecTBa I'OJIOBHOTO MO3Ta;

* TpoM003 1 9M06O0JIMA TTOCe TUOEJIN BTOPO-
T0 ILJIOIa U3 ABOMHU 3a CUET BBICBOOOIKIEHUA
W3 TKaHel MOTruOIIero mjiojga TPOMOOTEeHHBIX
daxTopos [7, 8];

* MaCCHUBHOE BHYTPUYEPEITHOE KPOBOUSJIU-
SAHNe BCJEJICTBUE aJJIOMMMYHHON TPOMOOI[N-
Toneuuu miaoxa (ATIIIT): ATIIIT mo:keT OBITH
auargoctupoBana mno 20-i1 Hemenu OepeMeH-
HOCTH U ABJIAeTCA HauboJiee TAKeJIbIM Bapu-
aHTOM TPOMOOIIMTONEeHUN. VIMEHHO OSTOMY
C. Kaplan npeamaraer paccmarpuBatb ATIIII
KaK BO3MOKHYI0 INPUYUHY TNPaKTUUYECKU
JIT000T0 BHYTPUUYEPETTHOTO KPOBOUBJIUAHUA U,
B YACTHOCTH, KaK IPUUYUHY Pa3BUTHUSA IIOP-
sHNedanum u rugpaHsHIledaJTUU COOTBET-
cTBeHHO [9];

* TeHeTHYeCKHe NPUUYNHBLI, B YACTHOCTU
mytanmuu B rede FLVCR2, LAMBI1 (tak:xe
npu mpoBefeHnu aud@epeHIInaTbLHON auar-
HOCTUKH CJeIyeT YYUTLIBATHL IITUPOKUI
CIIEKTP I'eHeTUUEeCKUX MYTAIlUi, KOTOPbIe MO-
I'yT IPUBOAUTL K PA3BUTUIO T'UApolledannu,
Hampumep X-ciemaeradbie, L1ICAM-accorun-
poBaHHBIE BapuaHThI, myTtanuu B PISK-Akt-
mTOR xiaerounom curmaiauure, reie GFAP
u 1p.) [10].

XapaxkTepHBIMU MPOABIEHUAMY TIAPAHIH-
nedaanu ABJIAIOTCA OTCYTCTBUE OOJBIIUX MO~
JIynIiapuii, MOJOCTh Uepella 3aroJiHeHa 00Jb-
MM KOJIMYECTBOM AaHIXOTEeHHOU /MEeJIKOIC-
MePCHOM KUAKOCTH. B HaUaJIbHBIX CTATUAX
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pasBUTHA IOPOKA MOYKET BU3yaJIN3UPOBATHCA
OCTaTOUYHAA MapeHXnMa IIOJYIIapui roJIOBHO-
To MO3ra, KOTopas IOCTEelIeHHO 3aMelllaeTcs
KUAKocThI0. Cepnr Mo3ra coXpaHeH, TaJaMy-
CHI pas3ieJieHbl, THTAKTHBI, CTPYKTYPHI 3agHe
yepernHoil AMKHU He u3dMeHeHbI. OKPYsKHOCTH
TOJIOBKU IIJIOJa MOJKET MMeTh HOpMaJbHbIEe
pasMepnl, OOJHAKO IPU paHHEM BO3HUKHOBE-
HUU TIOPOKa MOYKeT OTMedaThCcd MUKpoIlieda-
ausa. IHoraa, Hao60poT, MOKET OBITh OTMeue-
HO yBeJIMUeHNEe pa3MepOB TOJIOBKU ILJIOJA.
MHoropogue OOBIUHO IOABJSAETCS K KOHILY
II TpumecTpa, IIOCKOJIBKY MaHHAS aHOMAJIUA
TOJIOBHOTO MO3Ta NPUBOAUT K HaAPYIIEHUIO
raotanud y miona. OqHaKo IBUMKEHU 104,
B TOM YMNCJIEe IbIXaTeJbHbIE M COcaTeJbHBIE,
coxpausooTes [7].

IIpencraBiseM KJIMHUYECKOE HaOJIOAeHUE
ruapaHsHIepaanm, a TakKe acieKThl gudde-
PEeHIIUAJIHLHON AUATHOCTUKU B IIpeHATAJIbLHOM
nepuoze.

Kannuueckoe HabOIIOqeHIE

Bepemennaa B., 31 rog. Hacrosaras 6epemen-
HOCTL IIATAsdg, B aHaMHe3e TpPoe CBOEeBPEeMEeHHBIX
pPoZOB 0e3 OCJIOKHEeHNU, JaHHbIe O ICUXOHEeBPOJIO-
TUUYECKOM 3J0POBLe M PasBUTUU [eTeill OTCYTCT-
BYIOT, OAWH CAMOIIPOM3BOJBLHBLIN abOPT B CPOKe
5—6 men. BpeaHble IPUBLIUKY U TPOQheCCHOHATb-
Hble BPeQHOCTH oTpuilaeT. HaciaeacTBEHHOCTH He
oraromiena. Bbpak HepoacTBeHHBIN. Cympyru co-
MaTHUYECKH 30POBEI.

ITamuenTka obpaTuiach A IIEPBUYHON MOCTA-
HOBKHU Ha y4eT 1o 6epeMeHHOCTH B cpoKe 25—26 He.
Co cJ10B TTaIeHTKN 6epeMeHHOCTh 0 MOMEHTa 00-
palrenusa mpoTeKasga 6e3 ocyoKHeHUi. B cBasu ¢
MO3THUM OOpallleHreM 3a MeIUITNHCKON ITOMOIILIO
CKPUHUHTOBBIE YJIBTPA3BYKOBbIE WCCJIEIOBAHUSA
(Y3H1) I u Il TpumecTpoB He IPOBOAUIUCH. Ilpu
mpoBemenuu nepsoro Y3U miona ompeneieH CPOK
6epeMeHHOCTH — 25—26 HeJ, BLIABJIEHLI IPU3HAKUI
BBIPAJKEHHON BeHTPUKYyJIoMerajauu (IMIUpUHA 2Ke-
JAyAOouKOB >15 ™M), JauccsHIedanuu, HHIEKC
aMHUOTUYECKOM Kumgkoctu 22,5 cM (HOpMaabHOE
KOJIMUECTBO OKOJIOILIOAHBIX BOX), B CBS3U C UYeM
manueHTKe Oblla peKOMeHZOBaHa KOHCYJILTAIIUSA
reHeTHKa U Hefpoxupypra.

ITo 3akJgOUeHUIO TeHEeTUKA HA OCHOBAHUU BBI-
SABJIEHHOTO IIOPOKA PA3BUTHUA IEHTPATbHON HEpPB-
Hoit cucrembl (IIHC) mioga, BEICOKOTO PUCKa XPO-
MOCOMHBIX aHOMAJUHN IIOKA3aHO IIPOBEAeHIEe
WHBa3WBHON ITPeHATAJIbHOMU TMAarHOCTUKY — Kapuo-
TUMUPOBAHUA IJIOLA, OT KOTOPOTO MalMeHTKa
oTKasaJjiach. Taxkske HMalMeHTKA MPOKOHCYJILTUPO-

BaHa HEMPOXUPYProM: IPOTHO3 I JKU3HU U 370~
POBbA HOBOPOKIEHHOTO OIpenesieH KaK HebJaro-
OPUATHBINA.

YuuThiBasg gaHHBIe 00CI€JOBaHUI U 3aKJIOUe-
HUA CIEIMaJNCTOB, MAllMeHTKa HalpaBjeHa Ha
TOPOJICKO¥ IIpeHaTaNbHBIN KoHCcuAuyM B IlepuHa-
TanbHbI 1eHTp npu I'KB Ne67 umenu JI.A. Bopo-
x0060Ba, B paMKaxX IIOATOTOBKU K KOTOPOMY IIpOBe-
IleHO IIpeJcTaBideMoe B myoaukanuu Y 3.

WccnenoBanue mpoBeneHO Ha YJILTPA3BYKOBOI
cucteme Voluson S10 (GE Healthcare, CIITA) ¢ uc-
II0JIb30BaHMEM TPAHCA0LOMUHATIBHOIO KOHBEKCHO-
ro gatuuka 2—3 MTI'm.

Hara mocnaenHell MeHCTPyalluy HeUM3BECTHA.

IIpu npoBegeruu sxorpaduu B IOJOCTH MATKHU
0o0Hapy’KeH ONWH KUBOU ILJIOA B I'OJIOBHOM IIDE[-
nexxkauuu. PeTomMerpuuecKue IOKa3aTeJU COOT-
BETCTBOBAJIU CPOKY Gepemenuoctu 28—29 men Ge-
pPeMeHHOCTH: OumapueTaJbHBIN pasmep 73,6 MM
(58,5 mpoIeHTHIA); OKPYKHOCTH T'OJIOBBI 261 MM
(10,1 mporeHTUIA); OKPYIKHOCTD sKuBOTa 246 MM
(42 mpomenTuasa); aauHa Geapa 49,6 MM (MeHee
5 mporeHTHIe); mpexAlogaraemMas macca ILIOLA
1181 r (16,6 mporeuTusa). IIpu olleHKe CTPYKTYP
TOJIOBHOTO MO3Ta OBLIN BBISBJIEHBI CJIEAYIOIINE 13-
MeHeHudA: (popMa rOJIOBKU He U3MeHeHa, KOCTU ue-
pelia MHTaKTHBI, occuGUKaIUa KOCTeH cBoJa uepe-
IIa yIOBJIETBOPUTEJIbHAS, CEePII MHTAKTEH, TaJlaMy-
ChbI pasleJsieHbl, CTBOJI MO3Tra COXpaHeH, 6e3 Ipu-
3HAKOB ITaTOJIOTMYECKUX H3MeHeHU. BeriecTBo
MOJyIIapUil TOJIOBHOTO MO3Ta He OIIPeHeJdioch,
3aMeIleHO aH9XOTeHHOM JKUIKOCTHIO, MO30JIMCTOE
TeJI0O He BU3YyaJM3UpPOBaIoch. Mo3:KeUOK HeusMme-
HeH, IolepeuHblil zuamMetrp 34,1 MM (COOTBETCTBO-
Basl 54-My IMIPOIEHTUII0), OOJbINAS IMCTEPHA He
pacmiupesa (puc. 1-4). 9xorpaduyeckux npusHa-
KOB ITaTOJIOTUU IPYTUX OPTaHOB U CUCTEM ILJI0AA He
BBIABJIEHO. MHIEKC aMHUOTUYECKOIN KUIKOCTU
16,5 cm (Ha MOMEHT IIPOBEJEeHUA HUCCIEJOBAHUA —
HOpPMaJIbHOE KOJIMUYECTBO OKOJIOIJIOAHBIX BOX).
BrL10 BBIHECEHO 3aKJOUEHNE O HAJUUYUU IIOPOKa
passutus ITHC — rugpausuuedanuu.

Ilo 3akJIOUEeHNWI0 KOHCUJIMYMa INPOTHO3 [IJis
3I0POBbA HOBOPOIKIEHHOTO OIIpeesieH Kak HebJa-
TONPUATHBINA, B CBABU C UEM YCTAHOBJIEHBI MEIU-
IIUHCKUE IIOKa3aHUA K NIpephbIBaHUI0 OepeMeHHO-
ctu. IIpu pelieHnu ceMbu 0 IPepPbIBaHUU OepeMeH-
HOCTH OBLIO PEKOMEHI0BAaHO N000CIeIOBaHMIE: CO-
XpaHeHUe MaTepuaja IJIoJa IJs IIOCJeIYIOIIEero
IPOBENEeHUA IUTOTEHEeTUUYECKOro oOcJeqoBaHuUA,
a Tak/Ke, IO JKeJIAHUIO0 CEMbU, XPOMOCOMHOT'O MHU-
KPOMATPUYHOTO aHaIu3a, WCCJEJOBAHUA KJIUHU-
YeCcKOoro sk3oma/X-CIleIlJIeHHBIX TuApoIliedaInii;
KOHCYJIbTAllVA TeHEeTHUKa IPU IIAaHUPOBAHUU CJIie-
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Puc. 1. Ha sxorpamMme mpefcTaBjieH TpaHCTaja- Puc. 2. IlpencraBieH mapacaruTTaJIbHBIN cpes:
MUYeCKUH aKCHUAJIBHBIN cped. Busyanmusupyrorca OTUYeTJINBO BUJEH CePII MO3Ta.

TajaMychl, pasjejieHbl. B IepemHUX oTheaax Fig. 2. Parasaggital plane: the falx is clearly
BU3yaJM3UPyeTcs cepi mo3ra. Mo3:Keuok coxpa- visible.

HEH, HOpMaJIbHO (DOPMEI U pasMepoB, OoJbIIaAd
IUCTEePHA He m3MeHeHa. BelecTBO IOJyIIapUil
TOJIOBHOT'O MO3I'a OTCYTCTBYET, 3aMeII[eHO aHdX0-
TeHHOH XUIKOCTDIO.

Fig. 1. The ultrasound image in the transthalamic
axial plane shows a parted thalami, the falx in
the front, an intact cerebellum of normal shape
and size, and an intact cisterna magna. The
cerebellum hemispheres are absent, replaced
with anechoic fluid.

Puc. 3. Busyanusupyiorcs pesunyaabHbie Gpar- Puc. 4. BusyanusupyrooTes pasiesieHHbIe TajJaMy-
MEHTBI COCYOUCTBIX CIJIeTeHUM. Chbl 1 HEU3MEHEHHBIA MO3KEUOK.

Fig. 3. The remaining parts of the chorioid Fig. 4. The parted thalami and the intact
plexus are presented. cerebellum are presented.
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ayroiieil 6epeMeHHOCTU. YUMUTHIBasg HeGJarompu-
ATHBIN TPOTHO3 [Js IIJOJa U pPeIllleHre CeMbUu
0 IIpPepbIBaHUYM 0E€PEeMEeHHOCTU, UCCJIeIOBaHUE AJIs
UCKJIIOUeHNA WHQPEeKIIMOHHON NPUUYUHBI T'HMIPaH-
sHIe(aJUN He BBIIOJHEeHO. IIpu maaHupoBaHUU
ciaenyoieii 6epeMeHHOCTY PEKOMEeH0BAaHO IIPOii-
™1 obcnemoBanne Ha TORCH-xkommieke, mpu He-
00X0IMMOCTHU IIPOBeNeHNe KOHCYJbTAIIUN WH)EK-
IIMOHICTA.

ITIocsie mpoBeeHHOTO (DETOUAA POAUIICT MEPT-
BRI IIJIOJ MY2KCKOT0 moJjia Mmaccoit Teia 1721 r po-
cToM 45 ¢M, ¢ OKPYKHOCTHIO I'oJIOBBI 30 CM, OKPYIK-
HOCTBIO Ipyau 29 cm. Bugnmbie TOPOKY Pa3BUTUA
M CTUTMBI AUCOMOpHOTeHe3a IIPU BHEIITHEM OCMO-
Tpe oTcyTcTBYIOT. Teso mioxa u naaleHTa Hapas-
JIEHBI Ha IIaTOJOT0aHATOMUUECKOe MCCIe[OBaHue.

ITocsiepomoBBIil IEPUOA IIPOTEKAJ 6€3 OCJIOKHE-
HUM, TmanueHTKa Oblja BBIMKMCAHA HAa 3-U CYTKU
B YIOBJIETBOPUTEIHHOM COCTOSHIH.

IIo pesyapTaTaM IIaTOJIOTOAHATOMUYECKOTO
BCKPBITUS YCTAHOBJIEH OKOHUATEIbHBIN JUArHo03.

OcHOBHOe 3a00JIeBaHMe: TUAPAHYHIIehATU.

Koukypupyroiee 3a6oeBaHue: aHTeHATAIbHAS
acuKcuA IJIofa: Malepamnus KOMKHOTO IOKPOBa,
TPYOHBIN ayTOJAN3 BHYTPEHHUX OPraHOB, TPYHHASA
BOASAHKA moJjocTeii. HeJoHOIIIEeHHOCTE.

IlnamenTa: o4yaroBbIlI IPONYKTUBHBINA Hapue-
TAJbHBIN XOPUOAEIUAYUAT, 0a3aJbHBIA AEIUIYUT.
Tunonyiasus MmaaneHTsh! (ILIameHTapHO-IIIOL0BEIN
koapdunuent (IIIIK): 0,19, npu mopme IIIIK Ha
cpok recramuu 0,23). YMepeHHO BBIpa’KeHHBIE
KOMIIEHCATOPHBIE IIPOIIECChl. ¥ MEPEHHO BhIPAKeH-
Hble MHBOJIIOTUBHO-AUCTPO(PUUECKIEe N3MEHEHU.
IIpe:xkneBpeMeHHOE cO3peBaHUe BOPCUH XOPUOHA.

Ha MoMeHT BbIXO/a CTAThU M3BECTHO, UTO I'eHe-
TUYeCKUe HCCJIeJOBaHUSA B 00beMe: ITUTOTeHEeTU-
YyecKoe HCCJIeJoBaHne, XPOMOCOMHBINI MUKPOMAT-
PUYHBLIN aHaau3, MCCIeJOBaHMUE KJIUHUYECKOTO
9K30Ma/X-CIleILJIEHHBIX TuApoIedatnii He IpoBe-
JIeHBI.

OBCY:KJIEHUE

JaHHaa pegKo BCTPEYAIOAACA IIATOJOTHUSA
UMeeT CBOUM XapaKTepHbIe YJIbTPasBYKOBBIE
YyepThl, KOTOpPbI€ OIMCHIBAJINCH aBTOPaAMU
B IyOJMKAIIUAX, TOCBAIIEHHBIX CXOKUM KJIU-
HUYECKUM CJIydyasM. BrIsiBJeHUEe 5TOTO IIOPO-
Ka Pa3BUTHUS BO3MOYKHO yKe BO BpeMs IIPOBe-
IEeHUs MEePBOr0 CKPUHUHIOBOTO HCCJIENOBa-
Hus. B cBoeit pabore 2013 r. G. Cecchetto
¥ COaBT. OIMCAJIM [BA CJydYas IIpeHaTaJIbHOU
IVarHOCTUKU TrujapaHsHIedanruu. B oboux
cayuaax mpu npoenernun ¥ 3U miiona B cpoke

12—13 Hen OBLI0 OTMEUYEHO OTCYTCTBUE TUIINY-
HOM CTPYKTYPHI “0a60uKku”, xapaKTepHOH! oI
BU3yaJIN3alluN COCYAUCTHIX CIIJIeTeHUI 00KO-
BBIX KeJymouKoB. IIpu Gosiee mOAPOOHOM wMC-
cJaeloBaHUMN OOHAPYIKEHBI APyrue XapakKTep-
Hble IPU3HAKU, TAKNe KaK IIOJIHOe OTCYTCTBUE
MOJIYIIAPUIN MO3Ta IIPU WHTAKTHBIX CTPYKTY-
pax sagHeli uepemHoli AMKM, cepiia MoO3ra.
Tak:ke ciaenyeT OTMETUTD, UTO B 000UX CIIyda-
AX runpausHIedasnd HabI0gaIach y IIJI010B
Cc aHoMaJieil KapuOTHIIa II0 TUIY TPUILIOU-
onm 69, XXY [11].

Cxosxasi KapTUHA HAOJIIOMaeTcsa U MPU UC-
ciaemoBauuu Bo II tpumectpe. W. Sepulveda
u coaBt. B 2012 r. mpexacraBuau 4 ciydas
INaTrHOCTUKU I'UApaHsHIledaaIny B cpoKax 21—
23 Hen 6epeMeHHOCTH. BO Beex ciaydasx aBToO-
PBI OTMETHUJIX OTCYTCTBUE IIOJYIIIapuii, 3amMe-
ImeHne WX TOMOTEHHOUW 5XOTeHHOII B3BEChIO
(KpOBb U HEKPOTU3UPOBAHHbBIE TKAHH ITOJIYIIIa-
puii mMo3ra), COXpaHHOCTH Tajamyca, CTBOJIA
MO3ra ¥ MO3:KeuKa (0TMeuaaoCch YMEHbIIIeHNe
ero pa3MepoB MeHee 5-TO IIPOIEHTUJIA B 3 U3
4 cayuaeB). ABTOpPBHI 00pallal0T BHUMAHUE,
YTO BU3yaJIM3aIlUd AHOXOTeHHOM KUIAKOCTU
xapakTepHa IJid HeCKOJbKO 0ojiee IO3THUX
CPOKOB OepeMeHHOCTH — 24—25 HeJ, UTO OBLIO
MU TPOJAEMOHCTPHUPOBAHO IMPU MHPOBENeHUN
IMHAMUUYeCcKUX ucciaenoBanmuii [12]. Amamo-
ruuHble pedyabTaThl ¥ 33U miaoga ObLIN IIOJY-
YeHBI B HAIIIEM CJIyYae.

TeMm He MeHee, HECMOTPS Ha APKYIO YabTpa-
3BYKOBYIO KapTUHY, JaHHAS ITATOJOTUI MOMKET
OBITH BBISIBJIEHA U IOCTHATAJBLHO, HAIIPUMEP
y IeTeii, POXKAEHHBIX OT HeoOCJIeJOBaHHBIX
marepeii. Tax, M. Gentry m M. Connell
B 2013 r. mpeacraBuau pesyabrarbl ¥ 3U pe-
Oenka c rujpamsHIiledaneii, IPOBEeIeHHOrO
cpasy IocJie poKAeHus. B mapacarurrajibHOM
Y KOPOHAPHOM Cpe3ax OTMeYaJICh OTCYTCTBUE
MOJIyIIapUil, 3aMeIeHHBIX JKUIKOCTbIO, WH-
TAaKTHBIE TAJaMYChl I MO3JKEUOK, CepIl Mo3ra
[8]. B nyoaukamuu 2011 r. A. K. Petridis
¥ COaBT. OIMCAJIV CJIydaii elfe 0ojiee MO3THEH
INarHOCTUKU ruApaHsHIledaJ Iu — B BO3pacTe
9 mec y pebeHKa, OCHOBaHUEM JJIs 00CJIeq0Ba-
HUSI KOTOPOTO CTAJ BBIPAYKEHHOE yBeInmue-
HUEe OKPYKHOCTH T'OJIOBEI, a TaKKe TAMKeJIbIi
HeBposoruueckui gedurut [13].

B pa6ore 2021 r. K. Sen u coaBT. mpezicTa-
BUJIMU CJOyYail NOpeHaTaJbHOM IUATHOCTUKU
ruapaHsHile@aIn, UMeIOIel TeHeTUUEeCKYIO
atuojgoruto. IIpum nmposemenunm Y3U y mioma
ObLIM O0HAPY KEeHbI IPU3HAKY IUApaHsHIIeda-
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JIUU: TOHKUU KOHTYpP ceplia Mo3ra, MmoJyIla-
pud 3aMeIleHbl aH9XOTeHHOI! KUIKOCTBHIO;
TaKksKe OIOJHUTEJNbHO OBLIM O0HapPYsKEeHBI
Ie@exkT MeKIKeJyIOYKOBOM IIeperopoakKu,
areHesus OJHOTO U3 XpycTaJuKoB. VI3BeCcTHO,
YTO y MAIlMeHTKU paHee IIPOUIOIILI0 3 camo-
MIPOM3BOJBHBIX BBIKUIBIIIA, MPUUYUHBI KOTO-
PBIX HEM3BECTHBI, MaTepuaJl IJIOJOB He 1ccJie-
IoBaJjicAd, a TaKKe UTO OHA COCTOUT B OJIM3KO-
pOACTBeHHOM OpaKe. YUYHUTHIBAasA [JaHHBIE
anamue3a nu Y3MU, mamumeHnTKe ObLI HpOBeneH
XPOMOCOMHBIYI MHUKPOMATPUUYHBLIN aHaJIu3
(XMA), mo pesyJabTaTaM KOTOPOTO He OBLIO
BBIABJIEHO KJWHUUYECKU 3HAUUMBIX AeJIeIUii
W IyILIUKanuii. B ¢BA3M ¢ 3TUM TPOBEIEHO
IOTIOJHUTEJbHOE 00CIeJOBaHNe, B TOM UYHCJIe
cekBenupoBanue rexma L1CAM, pesyiabrar
KOTOpOTo OKazajicAd HemH(popMaTUBHBIM. [Ipu
HUCCIEOBAHNYN Ha WHQMEKIMU IaTOJOTUU He
ObLI0 BBIABJIEHO. IIpu pokaenuu y pebeHKa
ObLIM OOHAPYIKEHBI YBEJIUUEHUE OKPYIKHOCTHU
TOJIOBBI, CTUTMBI JUCOIMOpUOreHes3a, KPUITOP-
X13M, a TaKiKe BbBISBJIEHHBIE DaHee IOPOKU
passutua ITHC, on ymep BCKope IIocJie POk Ie-
HudA. [Ipy npoBeseHNYU MOJTHOT€HOMHOTO CEeK-
BEHUPOBAHUA ObLI 00HAPY:KEeH TOMO3UTOTHBIH
papuaut reia LAMBI1 [14]. B nabatonenun,
OIICAHHOM HAaMU, He OBbIJIO OOHAPYKEHO COITYyT-
CTBYIOIIIMX IIOPOKOB Pa3BUTHUA, TaKKe MU3BECT-
HO, UTO OpaK He ABJAETCA POIACTBEHHBIM, U CO

CJIOB TIAIlMEHTKHU CTapIliue IeTU 3JAO0POBHI.
Tem He MeHee 3TO He IMO3BOJISIET UCKJIIUUTH
TeHEeTHUYEeCKYI0 MIPUYNHY PAa3BUTUS TUIPaHIH-
nedaauu y mjaoga, YTO W CTAJO0 OCHOBAHUEM
PEKOMEHIOBATh MAIMeHTKEe IITUPOKUN CIIEKTP
TeHeTUYeCKUX HNCCJIEeTOBAHNNA.

HecMmoTps Ha TO UTO mepBUYHOE O0HAPYKE-
Hue Takou Kpynuoii nmatosorum ITHC miona
He IPeACTaBJIAET TPYAHOCTU, IMIOCTAHOBKA
KOHKPETHOI'0 AMarHo3a MOKeT OBITh 3aTpPYA-
HUTeJ bHOU. [IJid 60oJiee HATIATHOTO IIPEICTAB-
JIeHUSI OCHOBHBIX IIPU3HAKOB, JIEKAIIIUX B OC-
HOBe nuddepeHIuaTbHON TUarHOCTUKY, IIPU-
BoAMM uX B Tabuuiie. HecmoTpsAa Ha TO UTO
MIPOTHO3 JJIA *KU3HU U 3J0POBbs pedeHKa IIpu
TaKeabIx mopaskenuax ITHC apiasercs Hebaa-
TONIPUATHBIM, BasKHOM I€JIbI0 ABJIAETCA yCTa-
HOBJIEHUE TOUHOTO AUarHo3a 1 IPUYNH Pa3BU-
TUA JAHHOU ITaTOJOTUH.

IIpoBenenue muddepeHIIMaIbLHON AUATHO-
CTUKY UMeeT 3HAaUYeHWe AJA IIOCJIeIYIOIero
IJIaHUPOBaHUA OEPEMEHHOCTH C YYeTOM BO3-
MOJKHBIX TeHeTHYecKuxX (MyTamus B TeHe
FLVCR2, tpucomusa 13, X-ciienyieHHas TUAPO-
nedanusa), WHPEKIIUOHHBIX, TOKCUUYECKUX,
umeMuueckux, remopparundeckux (ATIIII)
npuunH pasButua nopokoB ITHC, npusenen-
HBIX B Tabauine. Tak, B cayuae cmopagmue-
cKux abeppanuii JOIOJHUTEIbHOE 06CcaeI0Ba-
HUe IPU IJIAHUPOBAHUY 0ePEMEHHOCTHY MOYKET

Tabauna. Y IbTpa3BYKOBbIe IPU3HAKY I qudPepeHIInatbHOM TUAaTHOCTUKY T Keabix mopaxenuit [THC

Table. Ultrasound signs for differential diagnosis of severe central nervous system malformations

Open-li
AnoGapHas Taxenas p p
IBYCTOPOHHAA
ITpusnax T'uppamsnnedanna rojonpossHuedanus | ruapounedanrns nHssEMedaIs
Sign Hydranencephaly Alobar Severe Open-lip
holoprosencephal hydrocephal .
p phaly ¥y phaly schizencephaly
TraHb OrcyrcrByer/uctronuera | OTCyTcTByeT IIpucyrcrayer, Coxpanena,
TIOJIYIIIapUid MoryT 661TH OOHapPy:KeHBI | OcTaTouHas MOJKeT OBITH BUBYyaJIN3UPYeETCA
TOJIOBHOTO “OCTPOBKM” OCTATOUHOM KOPTHUKAJIbHASA BBIPa’KEHHO “pacriesrnHa”
Mo3ra TKAHU 3aTHLIOYHOMN TKaHb YaCTO UMEEeT | UCTOHUYEHA B TKAQHU
Hemispheres | ¥ /I00HO# fotei, (popmy “vameuxn”, |[17, 18] [OJIyIIapUs
MeAuaIbHbIe OT/AEeNbI cpocmieiics mo Preserved, (o marnreIM MPT -

BUCOYHBIX J0JIelt (3a cuer

seen (due to perfusion
pattern) [1]

cpemHel TUHAU

is markedly BBICTJIaHHAadA CEPbIM

ocobeHHOCTeH B IIePeJHUX OTAENAX | thinned [17, 18] | BemecTsom) [1]
KpoBocHabxeHus) [1] [16] Preserved, open-
Absent/thinned Absent lips in hemisphe.res
Isles of remaining parts | Remaining cortex are seen (according
of occipital and frontal often has a form of to MRI is covered
lobes, medial aspects of | a “cup”, connected with gray matter)
temporal lobes can be at midline [16] [1]
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Tab6auna (oxkoHuanue).

Table (end).
AnoGapHas Taxenas ;[B)gggg;)l}lllf)lﬁa
HpI/f3HaI€ T'uppansunedanns roJionpo3suuedanua | ruapouedaans muzonmebams
Sign Hydranencephaly Alobar Severe Open-lip
holoprosencephaly hydrocephaly schizencephaly
Tamamyc CoxpaHeHBbI, TaJIaMyChl CoxpaHeHBsI, CoxpaHeHsI, CoxpaHeHBI,
U CTPYKTYpPBI | pasmeseHs [1] TaJIaMyChl He TaJIaMyChl TaJIaMyChI
3ajHel Preserved, thalami pasgeseHsl [16] pasgenessl [17] pasgenessl [1]
depenHon separated [1] Preserved, thalami | Preserved, thala- | Preserved, thalami
AMKH not separated [16] | mi separated [17] | separated [1]
Thalami and
posterior fossa
structures
Mososucroe Orcyrersyer [1, 3] OtcyrerByer [16] Wcronueno [17] CoxpaHeHO, MOYKET
TeJI0 Absent [1, 3] Absent [16] Thinned [17] coderareCa
Corpus ¢ [ucreHesuei
collosum MOBOJIICTOTO TeJa
[1, 19, 20]
Preserved,
may develop along
with corpus
collosum dysgene-
sis[1, 19, 20]
Cepn Coxpamnesn [1, 3] OrcyrerByer [16] Coxpanen [17] Coxpamnen [1]
Falx Preserved [1, 3] Absent [16] Preserved [17] Preserved [1]
Yepen 3aro0JHeH JKUIKOCThIO, 3arnosHeH 3amoaHeH Pacmesnuna
Skull MOT'YT KUAKOCTBIO [16] sKuAKOCTBIO [17] | sanosnHeHa
BU3Ya/IN3UPOBATHCA Filled with fluid Filled with fluid | *#AKocTsi0 [1]
COCYAMCTBIE CILJIETEHU [16] [17] Open-lip is filled
[1] with fluid [1]
Filled with fluid, choroid
can be seen [1]
Cpenuue OrcyrerBytor [1] IIpucyrcTByioT, IIpucyrcTByioT MoryT Kak
MO3TOBBIE Not seen [1] MOTYT OBITHh [17, 18] IIPUCYTCTBOBATD,
aprepuu npu 3aMeIleHbl Seen [17, 18] TaK u
JOTITLIEPO- U3BUTHLIMU BETBAMU OTCYTCTBOBATH
rpaduu BHYTpeHHel COHHOU [2], [20, 21]
Medial ¥ 6asuIIAPHOM May be seen and
cerebral aprepun [16] not seen [2, 20, 21]
arteries Seen, may be
Doppler replaced with inter-
nal carotid and basi-
lary artery branches
[16]
Pasmepsr Yare HopMmasbHbIe [1] Hopmanbusle, Maxkponedanus Hopmagbasie [1]
TOJIOBKH IIOAA | Usually normal [1] OTIpeJieIAI0TCS [17, 18] Normal [1]
Head size JIMIEBBIE AHOMAIMK | Eplarged [17, 18]

(pacIesuHbI 1 1Ip.)
[16, 22]

Normal. Clefts and
other facial malfor-
mation can be pres-
ent [16, 22]

69



YJIbTPA3BYKOBAS Y ®YHKLUIMOHAJIbHAST ANATHOCTUKA

Ne 2, 2024

He TpeboBaTbCs, TOTAA KaK HaJWUUYUe IIOJIU-
MOP(}U3MOB B reHaxX MOJKET CTaTh ITIOKa3aHUeM
K IIPOBEJEHUIO 3KCTPAKOPIOPAJIBHOTO OILIO-
IOTBOPEHUS B CBABU C BHICOKMM PUCKOM IIO-
BTOPHOT'O BOBHMKHOBEHUA IIATOJIOTUH B IIOCJIE-
nyroIryio 6epemenHocTs [15]. Ilpu BrIABIEHUT
UHQEKIIMOHHBIX U TOKCUYECKUX, HIIeMHUYe-
CKUX U TeMOpParmiyecKux IPUUMH IOPaKeHusA
ITHC nporHos aJis ImocJeAyIoniux 0epeMeHHO-
cTeil 6JIaTONPUATHBIN IIPU YCJIOBUU IIPOBEJE-
HUS COOTBETCTBYIOIIEH MTPOPUIaKTUKA.

SARJIIOYEHUE

T'uapansuedasna — 9TO TAMKEJbIN ITOPOK
pasBUTUS IEHTPAJbHON HEPBHOM CUCTEMBI,
XapaKTepUa3yIoIuiicsa BBICOKOW JeTaJbHO-
cThio. Jla’ke IpU BBIXKMBAHUU HOBOPOIKJEH-
HOTO B T€UeHNe IePBOTr0 roja *KU3HU IIPOTHO3
KpaiiHe HE0JIarOMPUATHBIN BBUAY OTCYTCTBUSA
(GyHKIIMOHUDYIONIell TKaHU MOJYIIapuil ro-
JoBHOro Mo3sra. Cpeiu BO3MOMKHBIX NPUYUH
Pa3BUTHUA JaHHOTO ITOPOKA BBIAEJIAIOT UIIEMU-
YyecKue, TUIOKCUUYECKHe, reMopparundyeckue,
UHQEKIIMOHHbIe U TeHeTUUYeCcKue Jubo uX Co-
yeTaHUe.

HuarHocTuka AaHHOTO IOPOKA BO3MOKHA
IIPU TIOMOIIY YJIHTPa3BYKOBOI'O UCCIET0BAHNA,
HauMHaA C PAaHHUX CPOKOB 0OepeMeHHOCTH,
a raxk:xke MPT. CirenyeT TIaTeIbHO IPOBOAUTH
OIIEHKY BCEX CTPYKTYP T'OJIOBHOTO MO3Ta ILJIoa
IS KOPPEKTHOII MOCTAHOBKM NUAarHO3a W UC-
KJIOUEeHUA APYTUX BO3MOKHBIX BapUaHTOB
IIaTOJIOTUM Pa3BUTHUA CO CXOKell yJIbTpasBy-
KOBOI KapTUHOM.

B onucanHOM HamMu HaOJIIOAEHUU OKOHYA-
TeJIbHO IPUUYNHA Pa3BUTUA ITIOPOKA HAa MOMEHT
myOoJIUKaIuy He ycTaHoBJeHa. [lanimeHTKe pe-
KOMEHIOBaHO IPOBEIeHNeE IITUPOKOT0 CIIEKTPa
reHeTUYEeCKUX MCCJIeIOBAHUN: IIUTOTeHEeTHYE-
cKoe wmccaemoBanme, XMA, wucciaemoBaHue
KJIMHUYECKOTO 3K30Ma, X-CIEIJIeHHBIX TI'HU-
npoitedaniuii, Tak Kak B HaCTOAIIlee BpeMs 13-
BECTHO, UTO THIApPaHAHIlehanIua u Apyrue Ba-
pUaHTBhl HEOOCTPYKTUBHBIX THUApOIledarnii
MOTYT OBITh BEISBAHBI IITUPOKUM CIIEKTPOM Te-
HeTUYECKUX HapylleHuir. ITo obciemoBaHme
uMeeT ocoboe 3HAUEHUE NPU IJIaHUPOBAHUU
mocJieAyIoIeil 6epeMeHHOCTH B COBOKYITHOCTH
¢ obceoBaHMEM AJIA UCKJIIOUEHUT NHPEKITH-
oHHBIX, remopparunueckux (ATIIII) npuuns,
a TaKsKe TOKCUUYECKOTr0 BIUAHUSA XUMUUIECKUX
BEIIeCTB.

70

10.

11.

12.

13.

CIIMCOK JIUTEPATYPBI
[REFERENCES]

Bynsopn II.Ix., Kemmemu 9., Coxm P. [uar-
HOCTUUYeCcKas Buayaausanus. Y3V B axylinepcTse:
IIep. ¢ aura. / Ilox pex. mpod. O.B. Illapamosoii,
npod. E.A. 3yb6apepoii. Tom 1. M.: ME[upecc-
uabopm™m, 2021. 720 c.

Woodward P.G., Kennedy E., Sohaey R. Diagnostic
imaging. Obstetrics Ultrasound: Translated from
English / Eds by prof. O.V. Sharapova, prof.
E.A. Zubareva. Vol. 1. M.: MedPress-inform, 2021.
720 p. (In Russian)

Mensenes M.B., Hosukosa M.B., Kosmosa O.H.
BpokmenHble TIOPOKM IIEHTPAJBHONW HEPBHOU
CHCTEMbI: IIPeHATAJbHAS NUATHOCTUKA U IIaTOMOD-
donorusa. M.: Pean Taiim, 2023. 583 c.

Medvedev M.V., Novikova I.V., Kozlova O.I.
Congenital malformations of central nervous sys-
tem: prenatal diagnostics and pathomorphology.
M.: Real Time, 2023. 583 p. (In Russian)

Sandoval J., De dJesus O. Hydranencephaly.
StatPearls [Internet]. StatPearls Publishing, 2023.
Cavalheiro S., Lopez A., Serra S. et al. Microcephaly
and Zika Virus: Neonatal Neuroradiological
Aspects. Childs Nerv. Syst. 2016; 32: 1057. https://
doi.org/10.1007/s00381-016-3074-6.

Cavalheiro S., da Costa M., Mendonca J. et al.
Antenatal Management of Fetal Neurosurgical
Diseases. Childs Nerv. Syst. 2017; 33 (7): 1125-
1141. https://doi.org/10.1007/s00381-017-3442-x
Habek D. Peripartum Cephalocenthesis in a Large
Fetal Hydranencephaly. J. Perinat. Med. 2022;
50 (5): 634-635.
https://doi.org/10.1515/jpm-2021-0621

Contro E., De Musso F., Pilu G., Ghi T. Intracranial
Hemorrage, Cyst, Tumors, and Destructive Lesions.
In: Copel J.A., D" Alton M.E., Fetovich H., Gratacos
E., Krakow D., Odibo A.O., Platt L.D., Tutschek B.
(eds) Obstetric Imaging: Fetal Diagnonsis and Care.
Elsevier, 2018: 204-212 p.

Gentry M., Connell M. Hydranencephaly.
Ultrasound Q. 2013; 29 (3): 267-268.

Kaplan C. Foetal and Neonatal Alloimmune
Thrombocytopaenia. Orphanet J. Rare Dis. 2006;
1 (39). https://doi.org/https://doi.org/10.1186/
1750-1172-1-39

Hale A.T., Boudreau H., Devulapalli R. The Genetic
Basis of Hydrocephalus: Genes, Pathways,
Mechanisms, and Global Impact. Fluids Barriers
CNS. 2024; 21 (1). https://doi.org/10.1186/
s12987-024-00513-z

Cecchetto G., Milanese L., Giordano R. et al.
Looking at the Missing Brain: Hydranencephaly
Case Series and Literature Review. Pediatr. Neurol.
2013; 48 (2): 152—-158. https://doi.org/10.1016/j.
pediatrneurol.2012.10.009

Sepulveda W., Cortes-Yepes H., Wong A.E. et al.
Prenatal Sonography in Hydranencephaly. .
Ultrasound Med. 2012; 31 (5): 799-804.
https://doi.org/10.7863/jum.2012.31.5.799
Petridis A.K., Krause-Titz U.R., Doukas A.,
Mehdorn H.M. Delayed Diagnosis of Hydranen-
cephaly in a Nine-Month-Old Child. Clin. Pract.
2011; 1 (3): e65. https://doi.org/10.4081/cp.2011.
e65



HpeHaTaanaﬂ AnarHoctuka Fl/l,qpaHSHLled)aﬂMl/l.' K/IMHMYeckoe HabnaeHme

E.fO. AHgpeeBa v coasT.

14.

15.

16.

17.

Sen K., KaurS., Stockton D. et al. Biallelic Variants
in LAMB1 Causing Hydranencephaly: A Severe
Phenotype of a Rare Malformative Encephalopathy.
AJP Rep. 2021; 11 (1): e26—e28.
https://doi.org/10.1055/s-0040-1722728

Radio F., Di Meglio L., Agolini E. et al. Proliferative
Vasculopathy and Hydranencephaly-Hydrocephaly
Syndrome or Fowler Syndrome: Report of a Family
and Insight into the Disease’s Mechanism. Mol.
Genet. Genomic Med. 2018; 6 (3): 446—451.
https://doi.org/10.1002/mgg3.376

Filly R., Chinn D., Callen P. Alobar Holopro-
sencephaly: Ultrasonographic Prenatal Diagnosis.
Radiology. 1984; 151 (2): 455-459. https://doi.
org/10.1148/radiology.151.2.6709918

Nyberg D., Mack L., Hirsch J. et al. Fetal
Hydrocephalus: Sonographic Detection and
Clinical Significance of Associated Anomalies.
Radiology. 1987; 163 (1): 187-191. https://doi.
org/10.1148/radiology.163.1.3547493

18.

19.

20.

21.

22.

Ketonen L., Hiwatashi A., Sidhu R. Pediatric Brain
and Spine, an Atlas of MRI and Spectroscopy;
Heidelberg: Springer Verlag, 2005. 494 p.
DonnellyL.F.PediatricImaging: TheFundamentals.
Philadelphia: Saunders/Elsevier, 2009. 284 p.
Hung J.H., Shen S.H., Guo W.Y. et al. Prenatal
Diagnosis of Schizencephaly with Septo-Optic
Dysplasia by Ultrasound and Magnetic Resonance
Imaging. J. Obstet. Gynaecol. Res. 2008; 34
(Suppl.1): 674-679. https://doi.
org/10.1111/j.1447-0756.2008.00905.x

Suchet I.B. Schizencephaly: Antenatal and
Postnatal Assessment with Colour-Flow Doppler
Imaging. Canadian Assoc. Radiol. J. 1994; 45 (3):
193-200.

McGahan J., Nyberg D., Mack L. Sonography of
Facial Features of Alobar and Semilobar
Holoprosencephaly. Am. J. Roentgenol. 1990;
154 (1): 143-148.
https://doi.org/10.2214/ajr.154.1.2104699

Prenatal diagnosis of hydranencephaly: a clinical case
E.Yu. Andreeva’, D.S. Bokieva'!, M.M. Bulanova?®*
1 L.A. Vorohobov City Clinical Hospital No. 67; 2/44, Salyam Adil str., Moscow 123423, Russian

Federation

2 Lomonosov Moscow State University; GSP-1, Leninskie Gory, Moscow 119991,

Russian Federation

Elena Yu. Andreeva — ultrasound specialist of Ultrasound and Prenatal Diagnostics Department of the Perinatal
Centre of L.A. Vorohobov City Clinical Hospital No. 67, Moscow. http://doi.org/0009-0009-8399-2271

Daria S. Bokieva — Head of Ultrasound and Prenatal Diagnostics Department of the Perinatal Centre of
L.A. Vorohobov City Clinical Hospital No. 67, Moscow. http://doi.org/0009-0003-4761-6742

Maria M. Bulanova — PhD student of the Department of Obstetrics and Gynecology of Faculty of Fundamental
Medicine, Lomonosov Moscow State University, Moscow. http://doi.org/0000-0002-9569-3334

Correspondence* to Dr. Bulanova Maria Mikhailovna — e-mail: mariabulanova98@gmail.com

Hydranencephaly is a rare abnormality of the central nervous system (CNS) of the fetus, in which the
cerebral hemispheres are absent and replaced with cerebrospinal fluid, while the structures of the pos-
terior fossa, thalami and falx cerebri remains normal. The ischemic, hemorrhagic complications, infec-
tion of the fetus, the toxic effects of carbon monoxide, butane and genetic abnormalities are potential
causes of a hydranencephaly development. The article presents the modern data on the possible causes
of the hydranencephaly development, and clinical case of prenatal ultrasound diagnosis of hydranen-
cephaly at 28—29 weeks of gestation, highlighting a specific ultrasound signs of this pathology. The
management strategy and genetic testing recommendations are described. The difficulties of differen-
tial diagnosis and the key signs of similar disorders are discussed, as well as recommendation for future
pregnancy planning.
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