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IIpoBeneH meTanbHBIN IUTEPATYPHBINA 0030D, IOCBAIIEHHBIN aPTEePUOBEHO3HOM MaIb()opMaIluy BEHbI
TaneHa ¢ 1eJsbi0 cUCTeMaTHU3aluy COBPEMEHHbBIX 3HAHUM 10 JaHHOH mpobJseMe. AHAIN3 JaHHBIX BKJIIO-
YyaeT aHAaTOMUUYECKYe, TeHeTUUeCKre, MOP(OJIOTUUECKIEe, TaTOGU3NOJIOTNUECKIEe aCIeKThI, Kiaccudu-
KaIuio, KINHUYECKYIO KAPTUHY, JUAaTHOCTUKY, IIOCTHATAJHHBIN IIPOTHO3 JIETAJIHLHOCTUA 1 HEBPOJIOTHUE-
CKUX OCJIOKHEHU C yUeTOM IIPEeINKTOPOB HEOIaTOIPUATHELIX MCX0A0B. [IoApO6HO OMMICcaHbI MeXaHU3MbI

IeKOMIIEHCAIM, 00YCJIOBJIECHHBIE IIOCTHATAIBHON IIePECTPONKON reMOgUHAMUKH.

B craTbe TakKe OCBEIeHbl COBPEMEHHBIE METOAbI JIEUeHNA B HEOHATAJILHOM IIEPUOJE.

IToguepxkHyTa BasKHOCTH IPEHATAIBHOTO (DOPMUPOBAHUSA TPYIIN PUCKA W ONPENe/IeHUSA MOKA3aHUMi
K BO3MOJKHOCTH BHYTPUYTPOOHOTO XUPYPrAYECKOr0 JIEUCHUS.

KaroueBrie croBa: ManbhopManusa BeHbl ['aneHa; heTanbHaA XUPYPrus; YIbTPa3BYKOBOE UCCJIEI0BA-

HUe 1ioga

Koudauxkr nEHTEpECOB. ABTODHI 3aABIAIOT 00 OTCYTCTBUY BOBMOYKHBIX KOH(JINKTOB MHTEPECOB.

CI)uHchnpOBaHue. I/ICCJIeﬂ;OBaHI/Ie IIPOBEOEHO 6es CHOHCOpCROfI IIOAOEPHKKN.

IMIutupoBanue: CamcomoBa O.A., ManpMmbepr O.JI., T'anmorerko E.A., EcerneeBa ®@.M., Ilyiiga C.A.,
JIucioxoB A.H. ApreproBeHo3HbBIE MATb(OPMAIUY TOJIOBHOTO MO3Ta Y mioja. I[IpeHaTaabHas yIbTPa3By-
KOBasl AMATHOCTUKA, JIeUeHWe, MPOTHO3. Y.bmpa3eykosas u QyHKUuoHaavHas duaznocmuka. 2025;
31 (1): 14-23. https://doi.org/ 10.24835/1607-0771-299

Ilocrymuna B penakuio: 14.10.2024.

IIpunara k mewatn: 14.11.2024.

Ony6aukosana online: 21.02.2025.

AHOManIuu pPasBUTHUSA COCYAOB T'OJIOBHOTO
MO3Ta COCTABJAIOT BaKHYIO TPYIIIY CPEIU IO~
POKOB pasBUTHA TOJIOBHOTO MO3Ta ILJIOAA.
AprepuoBeHo3Haa MaJabGopManuAd BeHBI
Tanmena aBasieTca pegroil aHoMannel cocyam-
CTOIi cuCTeMbI I'OJIOBHOTO MO3Tra ILI0Ja, B JIU-
TepaType HaHHAs I[ATOJIOTUSA BIEPBbIe ObLIA
onucaua B 1895 r. Ha ceroguainuuii nednb uya-
CTOTa BCTPEUAEMOCTH apTEePUOBEHO3HOI MaJb-
¢opmanuu Bennl ['amena B mupe 1:58 100 [1],
uT0 coctaByasgeT 1% oT BceX KpaHUAJIbHBIX CO-
CyauCTBIX Majdbdopmariuii u okoso 30% Bcex
COCyAUMCTBIX MaJsibopMaliuii y JeTeit u B3poc-
JabIx [2-9].

ApreproBeHo3HBbIE MaJb(OPMAIUU ABJIA-
IOTCA PEe3yJabTaTOM UJIU IEePCUCTEHIINU IIPU-
MUTHUBHBIX aHACTOMO30B, UJIU (POPMUPOBAHUA
MaToOJOTUYECKUX aHaCTOMO30B B paHHUE
SMOPUOHAJBbHYI0O ¥ (eTaJbHYIO0 CTaIUU.
BrigenAooT Tak HA3bIBAEMYIO apTEePUOBEHO3-
HyI0 Maiab(hopMmaliuio BeHbl ['ajena u apyrue
cocyaucThie MajJbopMaluu, Takue Kak (u-
cTyJabl aprepuii sumdusa u 6oJiee pearwue,
KOTOPBIE HAa3hIBAIOT “HETraJeHOBBIMU apTePUo-
BeHO3HBIMU (pucTtynamu’ [6] (puc. 1).

Bewnoii N'amena Ha3LIBAIOT OOJIBIITYIO MO3TO-
ByI0o BeHy (vena magna cerebri), o6pasoBaH-
HYIO CIUAHUEM IIpaBoii 1 JeBOH 0asalbHBIX
BeH Po3eHTana u mpaBoil U JIeBOWl BHYTPEH-
HUX MO3TOBBIX BeH. [IpuToKkamu BeHbI ['asieHa

ABJIAIOTCA 3aJHSA BEPXHAA BeHA MO30JINCTOTO
TeJjia, BeHbI suU(U3a M0O3Ta, MeAuaIbHasa 3a-
TBLIOYHASA BeHa, IePeJHAA BePXHAA MO3IKeu-
KOBas BeHa, 3aHAA BeHa O0OKOBOTO KeJayI0u-
Ka, BeHbl XOJMUKOB CpPeJHero moara. BeHa
Tamena mpexcraBisgeT co00ii TJIABHBIN KOJ-
JIEKTODP, COOMpAIoIuii KPOBh OT 0asajbHBIX
Anep, 3pUTEJbHBIX OYT'POB, IIPO3PAYHOI Iepe-
TOPOJIKM, COCYAUCTBIX CIIJIETEHUUN OOKOBBIX
JKeJyIouKoB Mosra. Bena 'asena, mpogosika-
dACh K3aAu, OPEeHUpPyeTcsa B MPAMOIN CHUHYC
[10].

B GosibIIuHCTBE ciIy4yaeB MPUYUHON Qop-
MUPOBAHUS aHEeBPU3MBbI BeHbI ['ajieHa ABIsIeT-
cA HaJUYMEe MePCUCTUPYIONINX KOMMYHU-
KaHTHBIX BEH MEXKAY d9MOPUOHATbHBIMU XOPH-
aJbHBIMU apTEPUAMU U CPEIHUM MO3TOBBIM
BEHOBHBIM KOJIJIEKTOPOM, HA3bIBa€MbIM CPE[I-
Hell mopaHIledasnyecKolr BeHOW MapKOBCKU
[6]. OTu IyHTHI GOPMUPYIOTCA B XOPUATBHYIO
CTaAuI0 PAa3BUTUSA COCYIUCTBHIX CIIJIETEHU
JUISI TUTAHUA MO3Tra o MoMeHTa (hopMUPOBa-
HUS CeTU KOPTUKAJbHBIX apTepHii, IOCJe
Yyero B HOpMe IIPOUCXOIUT UX PErpecc, m OT-
TOK OT T'OJIOBHOTO MO3Ta HAUMHAET OCYIIEeCT-
BJIATHCA [0 BHYTPEHHUM MOSTOBBIM BeHAM,
COeIUHSAIOIUMCA C OUCTAJbHBIM OTIEJIOM
BeHbI MapKOBCKHU, KOTOPBIN OOBIYHO M HABBI-
BaioT BeHoi1 ['asmeHna. OcrajbHbIe OTIEJIbI BEHbI
MapxkoBcKu mogBepraioTcs naHpoonuu [11].

0.A. Samsonova et al. Arteriovenous malformations of the fetal brain. Prenatal ultrasound, 15
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Bepxuuii carurrambusrii CHHY

T'sasHas BeHa

ITemepucTeiii cuHyC

KInHOBUIHO-TEMEHHO
CHHYC

ITepenuuii MeKIEIEPUCTHII
cuHyC

BepxHuii KAMEHUCTHIN CUHYC
Basannuas Bena (PoseHTans)

BryTrpeHnHaa MosroBas BeHa

BryTrpeHnHAa apeMHas BeHa

BerHHH aHaCTOMOTHUYEeCKada BeHa

HikHAS aHACTOMOTHYECKAA BeHA
(JIa66e)

HuxHNM caruTraabHbINR
CHUHYC

CUTMOBUIHBIN CUHYC

ITonepeuHsIit cUHYC

IIpsmoii cunyc

3aTBLIOYHBIN CUHYC

Bousbmiasa Mmosrosas BeHA
(Tanena)

Puc. 1. Cunycsl 1 BeHBI T'OJIOBHOTO Mo3ra (pucyHok A. JIuciokosa).

Fig. 1. Sinuses and veins of the brain (illustration by A. Lisyukov).

dopMuUpOBaHUE AapPTEPUOBEHO3HOU MaJb-
dopmarusa Benbl 'aseHa IPOMCXOOUT HA CPOKeE
Mexkay 6-it m 11-i1 HemensaMu OGepeMeHHOCTH.
IIpu apTeproBeHO3HBIX Maab(popMarMAX OT-
CYTCTBYeT KaNWJIJIAPHAA CETb, YTO IPUBOIUT
K HETUIUYHOMY NOPAMOMY IITYHTHUPOBAHUIO
KPOBU M3 apTepUaJILHOTO PycJia B BEHO3HOE.
IlepcucTupoBanue NTPUMUTHUBHBIX apTEPUO-
BEHO3HBIX IIIYHTOB COIIPOBOKAAETCA cOpOCOM
apTepuaJbHOM KPOBU B CPEIUHHYIO IIOPIHIIE-
(hasIMuecKyio BeHY U TOBBIIIIEHEM BEHO3HOTO
maBiaeHus [7].

K gpyrum nmpuuvHam (opMUPOBAHUA apTe-
proBeHO3HOI MasibhopManuu BeHbI ['asieHa oT-
HOCAT TUIIOIJIA3WI0 MBIIIEYHBIX U 3JIacTUYe-
CKUX BOJIOKOH CpefHero cJos vena magna
cerebri, 9TO IPUBOAUT K IIOBBIIIIEHUIO BEHO3HOTO
JaBiaeHud 1 supPy3HOMY UJIN JIOKAJIBHOMY pac-
HTUPEHUIO YIIOMSHYTOM BhIlIe BeHbI [12—15].

AprepuoBeHo3HasaA Maab(GopManud BeHBI
lanena uarie ABIsETCSA M30JUPOBAHHBIM II0-
poxoM. OgHAKO ONMCAHBI CJOyYaU PEIUIUBUI-
pyioieil apTeproBeHO3HON MaJsibhopManuu
BeHbl ['ajleHa KaK IPOABJIEHUS HACJEeJCTBEH-
HOMl TreMopparudyeckKoyd TeJleAaHTUOKTA3ZUU
(HI'T), B cBA3U Cc yeM IIPU BBIABJIEHUU ITOU
[IaToOJIOTUU PEKOMEHAOBAHO TeHeTHUYecKoe
KoHcyJbTupoBauue [13].

HI'T — »sTo remermueckoe 3abojeBaHue,
XapaKTepusymlleecsa pacliupeHneM COCYIOB,
TaKUM KaK TeJeaHTUIKTa3U’ KOMKU U CIN3UC-
THIX 00O0JIOUEK, a TaK:Ke apTepUOBEHO3HBIE
Maab(OpPMAIIMK BO BHYTPEHHHUX OpraHax Ke-
JYIOUYHO-KHUIIIEYHOTO TPAaKTa, JIeTKUX 1 I'0JIOB-
Horo mosra [16].

AHTHoOreHes MPOUCXOAUT ¢ 7—8-TO ITHA dM-
OpuoHaJIbHOro pasBuTus 10 9—10-ro gHsA moce
POKIEeHUA. AHOMAJIUYN PA3BUTUA, KaK IIPaBU-
JI0, HOCAT M30JMPOBaHHBIN XapakTep [16].

Myranuu B KOMIIOHEHTaX CUTIHAJILHOTO
oyt Tpanchopmupyroiiero dgakropa pocra 3
(TGFB), rakux kak reusl ENG (sHmoriaun),
ACVRL1 u SMAD4, aBiadmTCcA TPUYNHON
ooapmmuacTBa caydaeB HI'T. ¥V 10—-20% maru-
euToB ¢ HI'T pasBuBarmTCcA apTeprOBEHO3HBIE
Maabdopmaruu rojsoBHoro mosra (bAVMs),
KOTOpPBIE MOTYT IIPUBECTU K Pa3pPLIBy CTEHKU
cocylla ¥ BHYTPUUYEPEHHBIM KPOBOUBIUAHU-
saAM. XOTsA OCHOBHBIE MYyTaIlUU M3BECTHBLI, Me-
XaHU3MBI, IPUBOASAINNE K 00pa30BaHUIO apTe-
PHOBEHO3HBIX Majab(opMaliuii, HesACHbI, Yac-
TUYHO M3-3a4 OTCYTCTBUS MOZejeil Ha JKUBOT-
HbIX. HemaBume Momesn MbIleil IMO3BOJIMIN
3HAUNTEJbHO IIPOABUHYTHCA B HAIIEM IIOHU-
MaHUU apTEePHUOBEHO3HBIX MaJb(popMaIliuii.
JHIoTeInANbHO-CIeIU(UUECKON Jeleruu
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aubo Acvrll, Eng, mu6o Smad4 gocTaTouHO
A maaynupoBanua AVMs, uageHTuGUIApy-
oIell 9HAOTeNNANbHbIE KJIETKU B KauecTBe
OCHOBHBIX MWUIIIEHEN Tepefadyyd CUTHAJIOB AJIs
moAep:KaHUA 1eJIocTHOCTU cocynoB. Ilorepa
nepenaun curasoB ALK1/ENG/SMAD4
cBA3aHa c¢ JedeKTaMu Iiepefadyy CUTHAJIOB
NOTCH u aHoMaJbHOW apTEepHOBEHO3HOM
IuddepeHIINPOBKON KJIETOK 9YHJOTEJUd.
Bojsee Toro, HakomJeHHbIe NaHHBLIE CBUIE-
TEJbCTBYIOT O TOM, UTO apTEPUOBEHO3HBIE
MaJab(popMaIuy MPOUCXOIAT U3 BEHO3HBIX HH-
IOTEeJINAJIbHBIX KJIETOK C HAPYIIIEHHOH CBA3BIO
MMOTOK—MUTrpPaIua 1 YpesMepHoii mposudepa-
nueii. MyTaHTHBIE SHIOTENIUAJTbHBIE KJIETKU
IeMOHCTPUPYIOT yCUJIEHUE IlepeJauu CurHa-
aoB PISK/AKT, u mHruOUTOPHI 3TOTO CUTI-
HaJBHOTO IIYTH CIIacaloT apTepUOBEHO3HBIE
MaJjab(opManuy Ha MbIIUHBIX Moaenaax HI'T,
OTKPBIBas HOBBLIE TepaleBTUYECKUE BO3MOIK-
HOCcTH [16].

B nmociiegHme HECKOJBKO JIeT CeKBEHUPOBA-
HIe 9K30Ma 3apeKOMEeHA0Bajio cebsd Kak Ha-
IeKHAA TeXHOJOTUA UAeHTUDUKATIUY KOOUDY-
OIUX MYyTalluii Ha YPOBHE BCEr0 TeHOMA.
CexBeHUpPOBaHIE 9K30Ma II03BOJISET BHIABIATD
BapUAaHTHI, IPeAPACIIOIATAI0IIe K PEIKIM 3a-
0oJeBaHUAM, TAaKUM KaK apTEepPUOBEHO3HBIE
Maab(opMaIuy TOJIOBHOTO MO3Ta. BapuaHTHI
PITPNM3, SARS, LEMDS3 651111 BEISABJIEHBI de
Nn0VO B eIUHUYHBIX CIyUasiX apTEePUOBEHO3HBIX
Masb(opmaluii rojosHoro mosra [17].

BrrgensaroT HecKOJIBKO KiaccuuKamuii ap-
TePUOBEHO3HOU Masib(opmariuy BeHsl ['ameHa.
HaubGoJsiee mcmosib3yemoil sBJsieTCA KJIAaCCU-
dukanusa A. Berenstein [8].

CoryacHo kJjgaccupuranuu A. Berenstein,
BBIAEJNAOT 2 THUIA apTePUOBEHO3HON MaJib-
¢opmanuu BeHnl I'asena:

1-#1 Tun — MypaJdbHBIN ¢ (QUCTYIE3HBIM
CTPOEHUEM, IIPU KOTOPOM ad)(pepeHTHBIE apTe-
puM HaOpPAMYIO OTKPBIBAIOTCA B IIPOCBET pac-
IIUPEeHHOI 60JBINO BeHbI MO3Ta;

2-f1 TUII — XOPUAJBHBINA C HAJUYUEM TIaTO-
JIOTUYECKOUN COCYAMCTOI ceTu, cHabKaroIei
mmepebdpaibHbIe apTEPUOBEHO3HBIE MaJb(op-
Malluu, WA OYPaJbHBIX apTepUOBEHO3HBIX
(uctys, ApeHUPYOIINXCA B HUCTHUHHYIO, HO
paciupenHyio BeHy lamena. XopuaJibHBIN
THII cocTaBaAgeT 56—76% Bcex maabpopmarmit
¥ 4aCcTO COIIPOBOIKAAETCS CePAeYHON HelocTa-
TOYHOCTHIO [8, 9].

P. Lasjaunias Beigenunsa 4 Tuiia aprepuoBe-
HO3HOU MajbdopMmariuu BeHbI ['asena [18]:

tut I: HeGoJIbIIOM cBUIll Mexkay v. Galena u
a. pericallosal (nepenueti/3amgHeil) MM MO3TO-
BOM apTepuamu (mepenHeli/3agHei);

Tun II: MHOKeCcTBeHHBIE CBHUII[EBbIe CO00-
meHuaMexayv.Galenauna.talamoperforating;

tut II1: cmemannsiit BapuauT I u II Tumnos;

tun IV: mapeHXUMaTO3HbIE apTEePUOBEHO3-
HbIe MaJbGopMalluu ¢ ApeHakeM B v. Galena.

A. Litvak Beigenns 3 KaTeropuu apTepruoBe-
HO3HBIX Majbpopmariuii BeHbl ['amena [19-21]:

Kareropus A — aHeBpu3Ma BeHBI ['ajeHa;

KaTeropusa B — KuCcTeBUAHBIN KOHTJIOMEDPAT
KPOBEHOCHBIX COCYIOB;

kareropua C — mepexomHble TUIBI AV-
IIYHTOB CPeIHeN JUHUN.

IIpenaTanbHasA OUMArHOCTHMKA MAaHHOTO IIO-
poKa pas3BUTUA OCHOBaHA HA MIPUMEHEHUU
IByxMepHOro (2D) yabTpa3ByKOBOTO UCCJIENO-
BaHUA B peaJbHOM BPEMEHU U I[BETOBOI JOII-
mieporpadpuu. Kpome TOro, mnpumMeHeHUe
3D-sHEpPreTUYECKOTO OIIiepa o0JamaeT ps-
JIOM IIPEeUMYIIeCTB (aHaTOMUUYeCcKas JAeTaainsa-
U5, YyMEHbIIIeHNE 3aBUCUMOCTH OT yTJia, dJiaii-
3uHT-39(deKrTa). YJIBTPA3BYKOBOU [IMarHo3
MO:KeT OBITH ycTaHOBJIeH B KoHIle II TpumecTpa
u nHauaJe III rpumectpa 6epemennoctu [22].

IIpu mHefipoconorpadmu B KOpOHAPHOMU U ca-
TUTTAJBHBIX IJIOCKOCTAX CKAHWUPOBAHUA AJIA
MypaJIbHOTO THUIIa Majb(popManum XapaxkTep-
HO KPYITHOE aH9XOTeHHOe 00pas3oBaHUe OKPYT-
J0%i )OPMBI C YETKUMU POBHBIMHU KOHTYPaMU
nosaau tamamyca u III :xemymouka, Hamx MO3-
JKEUKOM, C TypOyJIeHTHBIM KPOBOTOKOM [8].

IIpn xopumajbHOM THUIIE TO3aAU TajJaMyca
u III :xenmymouka, HaJT MO3:KEUKOM, OTMEUAEeT-
cAd BepeTeHOOOpasHOe pacllupeHUre BeHBI
T'anmeHa ¢ MHOYKECTBEHHBIMHU aTUIINUYHO PACIIO-
JIO}KEHHBIMU COCYAaMU, IPEACTaABIAIIIUMU
co00ii apTeprOBEHO3HbIE IITYHTHI, MPUXOIA-
1€ OT Pa3JIMYHBIX apTepUaIbHBIX 0acCeiiHOB
rojoBHOTO Mo3ra [8] (puc. 2).

B peskuMe 11BETOBOTO JOMIIJIEPOBCKOTO Kap-
tupoBaHusa (I[IK) B apTeprnoBeHO3HOH MaJjb-
dopmanuu BeHsl ['asiena onpenensaeTcsa Typoy-
JIEHTHBIII KPOBOTOK CMEIIIaHHOTO XapaKTepa
(apTepuoBEHO3HBIH), TPU 3TOM B IPUBOAAIITUX
apTepusax oTMevaeTcA BBICOKAA CKOPOCTDb KPO-
BOTOKA CO CHUKEHHBIMU MMOKAa3aTeJIAMU IIePu-
¢depuueckoro conporuBigeHusd [23].

IIpenaTanbHBIA AUATHO3 MOYKET OBITH MO-
MMOJTHEH MarHUTHO-PE30HaHCHOM ToMorpaduei
(MPT), marorreit 6ojiee moapoOHYy0 MHMOPMA-
A0 O TOJOKEHUY IMUTAIOIIUX COCYAOB U 30-
HaXx UITeMUU roJI0BHOTO Mo3ra. OrpanuueHueM
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Puc. 2. Bepemennocts 29—-30 mepn. ['ooBHOE npeniesxkanme. ApTepuoBeHO3Haa ManrbhopManusa BeHbI ['aneHa,
1-it Tun o Kaaccuduranuu A. Berenstein [8]. a — B-perxkum; 6 — peskum I[JJK. 1 — mosocTs Ipo3pavyHoii mepe-
ropojKm; 2 — mepegHue pora GOKOBBIX KeJTYA0YKOB; 3 — apTepUOBEeHO3HAasI MaabhopMaIus.

Fig. 2. Pregnancy 29—-30 weeks. Cephalic presentation. Arteriovenous malformation of the vein of Galen,
type 1 according to the classification of A. Berenstein [8]. a — B-mode; 6 — color Doppler mode. 1 — cavum
septum pellucidum, 2 — anterior horns of the lateral ventricles, 3 — arteriovenous malformation.

MPT saBiasercss HEBO3MOXKHOCTHL OIIEHHUTH
CIIEKTP KPOBOTOKA apTePUOBEHO3HOH (UCTY-
JIBI U CepIeuHyIo (DYHKIIMIO IIJI0a, IIoCaeaHee
HaAMpAMYIO CBA3aHO ¢ ucxogamu [3].

OgHaKO IMOCTHATAJNLHO I[eJIecO00pPasHo HC-
moab3oBaTh MPT, natorryio 6ojee mogpoOHYIO
nHpoOpMAaIUI0 O KOH(pUI'YpaAIlUU apTepuoBe-
HO3HOM MaJb(opMaIiny BeHbl ['ajieHa 1 mo3B0o-
JISIONIYIO YBUAETh BTOPUYHBIC U3MEHEeHU s, Ta-
KUe Kak IepedpabHasd aTpodusd, KOMIPECCUs
JKenyInoukoB. KommbioTepHasa Tomorpadus
(K'T) rakske MOXKeT IIOMOYb BLIABUTH BTOPUY-
Hble M3MEHEeHUs, TaKue Kak ruapoiiedasins,
nepebpanpuas arpopua. KT-arnruorpadpusa
MOJKeT obOecIleunTh OoJiee OeTalbHOe IIpes-
CcTaBJIeHNE O COCYAUCTOH CHCTeMe II0 CPpaBHe-
uuto ¢ MPT [24].

Kauauuecku HeKOTOpas YacTh apTepuoBe-
HO3HBIX MaJb(popMaIlUil MOKET IPOTeKaTh
6eCCUMIITOMHO, APYTas MOKET SBUTHhCSA HPHU-
YMHOM JIeTaJbHBIX MCX0A0B. IIpe- m mocTHa-
TaJbHBIN IPOTHO3LI Y IAI[eHTOB C apTepPHroBe-
HO3HOU MaJsibpopMalueit BeHbI ['aseHa HAIpA-
MYIO 3aBHUCAT OT Pa3sMePOB apTePUOBEHO3HOT'O
myaTa. IIpeHaTaabHO OCJIOKHEHUS Pa3BUBa-
orea y 2/3 mwaonos [11]. B cayuae anTeHaTasib-
HOI MaHmu(ecTaluy CePAeUHON TeKOMIIeHCATINHT
WJIN IIOPaKeHUsI I'OJOBHOI'O MO3Ta CMEPTHOCTH
ocTaeTcs OUeHb BbICOKOM. OK0J10 40% 5THUX ILIO-
OB TEPMUHUPYETCS II0 PEIIIeHIIO CeMbH, OKOJIO
30% morubaer B IepUHATAJIHLHOM II€PHOAE OT
CcepaevHoll HeJOCTATOUYHOCTH, a Y OCTaBIIeHCs
B JKMBBIX TPETHU 9TUX IIJIOJOB UMEIOTCS HeBPOJIO-
ruyecKkue HapylneHus [2, 8, 17].

Hanuume MHOMKECTBEHHBIX apTePHUOBEHO3-
HBIX IIIYHTOB MOJKET COUYETAThCA C IEPerpys-
KOIi IpaBbIX OTAEJIOB Cep/Ia U Pa3BUTHEM Ta-
KOTO OCJOKHEHUS, KaK JieTouHas T'UIIePTEeH-
sus [5].

Hanuuwe Takumx NTPU3HAKOB, KaK AacIUT,
KapauoMeraausa, TPUKYyCIUJaJIbHAaA HeIoCcTa-
TOYHOCTb, TUAPOIIEPUKAPA, TUAPOTOPAKC, BO-
IAHKAa, — CJEJCTBUE CEPAEYHOII HeIoCTaToy-
HOCTH ILJIOJA, UTO SABJISAETCA HETaTUBHBIM IIPO-
THOCTHUUYECKUM (haKTOPOM U COIIPOBOKIAETCS
OTHOCUTEJILHO OBICTPHIM PAa3BUTUEM IIOJIHAOP-
ramHol HemocTaTouHocTu [25, 26].

HecmoTpsa Ha TO UTO MpeHATAJbHO OKOJIO
TPeTU CcJydyaeB apTEPUOBEHO3HOH Mab(op-
Maiuu BeHbI ['ajieHa mpoTeKaeT 6ecCUMITOM-
HO, TIOCTHATAJBbHBIN MPOTHO3 TOKE OCTAETCS
cao:kHBIM [5]. CMepTHOCTEL HJoxoauT a0 50%,
a Y BBIKHMBIIIUX OTMEYAaeTCs BBICOKUII PUCK
HeBPOJIOTUYECKUX ocyioxkHeHu#n [5]. Ucexonm
3aBUCHUT OT Pa3Mepa aHEeBPU3MbI, IITYHTUPOBA-
e 50—60% oT cepaeuHOro BLIOpPOCA MOXKET
MIPUBOAUTH K O0BEMHBIM IE€PErpy3KaM cepi-
11a, TPUBOAAIUM K JTeKOMIIeHCAIlMU, BOJAH-
Ke IJIoJa, IOBPEKIeHUI0 MapeHXUMBbI T'OJIOB-
HOT'O MO3Ta U APYTUM IIaTOJOTUUECKUM U3Me-
HeHUAM [25, 26].

J 151 OIleHKU IMTOCTHATAJBLHOTO IIPOTHO3a Jie-
TAJIbHOCTA M HEBPOJIOTMUECKUX OCJIOKHEHUI
D. Paladini u coasrt. [23] mpoBesiu MyJIbTHUIIEH-
TPOBOE WCCJENOBaHUE C AUHAMUYECKON YJIb-
TpasBykoBoi 1 MPT-o1eHKO#I TOJIOBHOTO MO3-
ra u cepana mioga. OmeHuBaInCch TaKKe TTOKa-
3aTesu, KaK paclIupeHue IpPAMOTO CHUHYyCA,
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BEHTPUKYJIOMErajausa U [APyrue HU3MeHeHUd
TrOJIOBHOT'O MO3Ta, KapAUOTOPAKAJIbHOE OTHO-
IeHre, TPUKYCHOUAAJbHAS PeryprutTanusd
U PEeBEePCUBHBIA IOTOK B IIepelllefike aopTHI.
ITocnepomoBoe HabIIOMEHIE B CPEIHEM COCTAa-
Buiio 20 (ot 0 mo 72) mec, 36,7% wus obIIErO
KoJinuecTBa ILI0A0B u 52,9% ot ciayuaes, He
MOABEPIriuXCcs MO3AHeH TepMuUHANUU Oepe-
MEHHOCTU, OBIJIN JKUBBLI U HE UMEJIHN YXYAIIe-
Huii. B 10,2% oTMeuasiocs IIporpecCupoBaHme
MmopaKeHus MeyKIy MIOCTAaHOBKOII AuMarHosa
u pomamu. Hambosee MHPOPMATUBHLIMU II0-
KasaTelaMlU, OTPAKAIONIMMU IIJIOXON IIPO-
rHO3, OBLIM 00BEM apTEePUOBEHO3HON MAaJb-
dopmanuu Bens 'amena 20 M1 u TPUKyCHIU-
nanbHas perypruraius [27]. [lo tTaHHBEIM ApY-
ToT0 MccJiefoBaHUSA 00beM aHeBpusMbl 40 M
u 0oJiee ABJAJICA IIPEIUKTOPOM HebJIarompu-
ATHBIX UCXO0M0B [28].

ITlo mamaBIM HccaemoBanus A.P. See u co-
aBT. MUHHUMAaJbHaA CPeIUHHO-JaTepalbHasd
HMINPUHA IPIMOTO UJIN CATUTTAJIHLHOTO CUHYCA,
orneHenHasa c¢ momomibio MPT, syurme Bcero
KoppeJupoBajia ¢ HeOHATAJIbHOU JeKOMIIeHca-
mueii, ABJSAACHL TOUKON CYsKeHUsA, yepes KOTO-
PYIO B BEHO3HYIO CHCTEMY IIOIIafaeT KPOBb U3
apTeprOBEHO3HOM Maab(popMaIn, KoTopas u
oIpefessieT MIPOMYCKHYIO CIIOCOOHOCTEL cOpoca
[21]. Tupuna 8 MM u GoJiee CBUIETEIBCTBYET
0 BEPOSITHOCTHU IMONALAaHU B TPYIIITY BHICOKOTO
PUCKa Pas3BUTHUA IIOCTHATAJIbHBIX OCJIOYKHE-
Huii B 88% cayuaes [21].

B cucremarunueckuii 0630p U MeTaaHaJN3
A.D’'Amico u coasT. 651710 BKJIIOUeHO 11 mccie-
moBaHub (226 1I0MOB ¢ IIpeHATAJbHBIM Aua-
THO30M aHOMAaJWH pasBUTHUA BeHBI [asieHa).
Bce cryuau 66111 BhIABIEHBI B TeueHue 111 Tpu-
MecTpa OepeMeHHOCTH. BeHTpUKyJIOMerains
onL1a BeigBiaeHa B 31,8% (95% 1M 27,6—47,7)
cJayJYaeB, KapAuoOMeraJnus UiId APYyrue yiabTpa-
3BYKOBBIE IIPU3HAKU HAPYIIEHUS CepHeuHOi
neareabuocT — B 23,1% (95% I 14,9-32,5)
u BogAHKa — B 7,3% (95% 1IN 2,8-13,6) cay-
vaes; 12,6% (95% 1IU 6,0—21,2) pomos GbLiIu
IpexkaeBpeMeHHbIMU. AHOMAJIbHOE Pa3BUTHE
HepBHO# cucreMbl Habamogaaock B 36,7%
(95% OW 27,9-39,7) caydaeB, TOJBKO
v 29,7% (95% 1OIHU 23,3—36,5) He oTMeUaInCh
HeBPOJIOTUYECKNEe HAPYIIEeHUs II0CJe POKae-
Huda [29].

G. Turkyilmaz u coaBT. Tak:Ke IIpPOBEJINU
aHAJIN3 MCXOIO0B aHEeBPU3MATUUYECKON MAaJb-
dopmarniuu BeHbl I'aseHa, AMArHOCTUPOBAH-
HOM BHYTPUYTPOOHO. ABTOPBI PETPOCIEKTHUB-

HO TOIBITAJINCH OIeHUTh IPeHaTaJbHEIE 0CO-
OEHHOCTH apTEePUOBEHO3HOH MaJb(opmMaruu
Beubl ['ajleHa 1 omucaTh IIOCJIEPOIOBLIE MCXO0-
Iul 6 caiydyaeB ¢ JaHHOM maTtoJjorueii. B xome
HelipocoHOorpaduu U »sXOKapaumorpapuum y
mJI0A0B 3aUKCHUPOBAHBI BEHTPUKYJOMera-
JINU, BHYTPUUYEPEIIHbIe KPOBOUBIUIHUS, IPU-
3HAKU CepAeuYHON HemocTaTouHocTu. CpenHUi
CpPOK 6epeMeHHOCTH Ha MOMEHT IIOCTAHOBKU
nuaruosa cocrasua 31,1 = 5,1 men, cpemuuit
nuamerp BeHwl ['amena — 29,2 + 5,2 x 26,4 =
3,3 mM. BeHTpuKyIoMeranaus Obljia BeIIBICHA
y 5 (83,3%) u3 6 miomoB, BHyTPUUYEPEITHOE
KpoBousausuue — y 5 (83,3%), cepmeunas
HemocTaTouHOoCTh — y 4 (66,6% ) miomos.
B 3 cayuasx ObLIO IIPOBEJEHO IIPEpPBLIBAHUE
OepeMeHHOCTH; B 2 ciydyasax HACTYIUJa Heo-
HaTajgbHasA CcMepTb. B ogHOM cJiyuae ObLiIa
IpoBeJleHa JHIOBACKYJApPHAA 9MOOJM3aIusd,
Yy HOBOPOKIEHHOTO He OBLJIO BEISIBJIEHO
KapAuOJOTUUECKUX OCJHOKHEHUN uIu 3a-
IEePKKU Pa3BUTHUA HEPBHOM CCTEeMbI. ABTOPEBI
MOAUYEePKUBAIOT, UTO IIPEHATATIBHO TUATHOCTH-
poBaHHas MaJib(opmMalusa BeHbI ['ajleHa nMe-
eT HeOJIarompPUATHBIA IPOTHO3, T'JIABHBIM 00-
pasoM, IpU HAJIUYUU CEPAEUYHON HeIOCTaTOU-
HOCTH WJIU HEBPOJIOTHYECKHX IIOCJeACTBUI
(BHyTpUUEpeIrHoe KPOBOUBIUAHNE, THUAPOIle-
danusa) sBayTpuyTpobHO [30].

s paspaboTKu HOBOTO aJTOpPUTMa Beme-
HUA U JeUeHUs ILJIOLOB C apTepUOBEHO3HOI
MaJsb(opMmaliueii BeHbl ['ajieHa B HacTosAIlee
BpeMs MPOBOAUTCS MEePCIEKTUBHOE HMCCIIEeI0-
BaHME II0 BHYTPUMATOYHOMN TPAHCTOPKYJISAP-
HOUM »sMO0/IM3aIl apPTEePUOBEHO3HONM MAaJb-
dopmainuu Beusl ['asena. Kpurepuamu or6o-
pa Ha BHYTPUYTPOOHYIO 9MOOIM3AIUIO SIBJIA-
IOTCsA: MUHHMAJBHBIA IepemHe3aTHUui aua-
MeTp cocyla, APEeHUPYIOIIerocs B BeHO3HBIH
cuHyc, 0oJjiee 8 MM; OTCYTCTBHUE IIOPaAKEHUI
OpraHoB-MHUIIeHell, CPOK OepeMeHHOCTH
23 uwen u 6ousee. Ilox yapbTpasByKOBLIM KOH-
TPOJIEM UTJIA CO COUPAJBIO AJIA 9MO0IM3AIUN
BBOJUTCS Uepes 3aJHUN POSJHUYOK B IIPAMOIL
CHUHYC U 3aTeM B 30HY BEHO3HOU Majab(popma-
muu. 9Ta MAHUIYJAIUU ABJIsSeTcA Oesolac-
HOM B 97,5% U m03BOJISIET CHUBUTH YACTOTY
XUPypruueckoro BMeIareabcTBa ¢ 80 1o
30% B HeoHaTaJIbHOM IEPUOAE. XOTSI UMe-
IOTCA TeXHUUYECKHe OrpaHuYeHUs, CBI3aH-
HbIe€ C IIOJOKeHUEeM ILJIOJa WM KOHCTUTYIIuei
MaTepu, Oe30IacHOCTh U IIOTeHIIMaJbHAad
0JIb3a OT BHYTPUMATOUHOI TPAHCTOPKYJISAP-
HOUW »5MOOJIM3aIUU apTEePHUOBEHO3HON MAJb-
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Puc. 3. Cxema TeXHUKHU IPOBENEHUA BHYTDPU-
yTpoOHOIT sMObosm3anuu Majab(PopManuu BeHbBI
Tanena. 1 — aneBpusma BeHsbl ['asieHna, 2 — mpsamoi
cuHyc, 3 — pogunuok. (Pucysok A. Jluciokosa.)

Fig. 3. Scheme of the technique of intrauterine
embolization of the vein of Galen malformation.
1 — aneurysm of the vein of Galen, 2 — straight
sinus, 3 — fontanelle. (Illustration by
A. Lisyukov.)

dopmanuu BeHbI ['amena TpebyeT qasbHeHIIe-
ro uayuenud [21] (puc. 3).

I[Ipu Hamuuum y MJIOAAa apTEPUOBEHO3HON
MajabopManuuu BeHBI ['ajieHa pasBUTHE OC-
JIO;KHEHUH W TAMKECTh IMOPaKeHUs TOJIOBHOTO
MOBTa M OPTaHOB-MUIIIEHEH IJIofa 3aBUCAT OT
pasmMepa aHEeBPU3MbI U KOJUUYECTBA apTepPUo-
BEHOBHBIX ITYHTOB. I[Ipu HAIMUYNYM IPUSHAKOB
IMOpasKeHUsA OPTaHOB-MUIIEHEN BBIXKUBae-
MOCTBb cocTaByisgeT okKoJyio 30% , mpu aTom y
BBI’KUBIIINX COXPAaHSETCA BBICOKUII HPOIEHT
HEBPOJOTHMUECKUX OCJOXKHeHu [21].

B 2/3 cnyuaeB y IJIOJI0OB, UMEIOIITUX apTEPUO-
BEHO3HYI0 Majb(opmaliuio BeHbI ['ajieHa 6es
MOpasKeHusA OPTaHOB-MUIIIeHeH, TIOCTHATAIBLHO
MTPOUCXOAUT MeKOMIIeHCAIlA, IPUYEM B 0OJIb-
IIIUHCTBE cJydyaeB cpasy mocJe poxos [21].

910 00YCJOBJIEHO CJIEAYIOIIIMMU MEXaHU3-
maMu. BHyTpuyTpoOHas reMoguHaMHKa Xa-
pakTepusyerca OOJBIIIUM KOJUUYECTBOM Bas3o-
IUJIaTaTOPOB, O0ECIeUMBAIOIIUX BAaIUTy I'0-
JIOBHOTO Mo3ra u cepAna. Ix BausHue 3aKaH-
YMBAETCA IIOCJE POKIEHUSA U CUCTEMHOE CO-
ITPOTUBJIEHE COCY/IOB YBEJINUUBAETCA, UTO He
MOKeT OBITh KOMIIEHCUPOBAHO TOUYTHU JECATHU-
KPaTHBIM CHUKEHUEM JIETOYHOTO COITPOTUBJIE-
HUSA ¥ COOTBETCTBEHHO YBeJIUUEHUEM JIETOUHO-
ro KPOBOTOKAa. BeJsiecTBre aTOM IepPeCcTPORKY
reMOJUHAMUKM COPOC Ha apTepUaJbHOM IIPO-
TOKE CTaHOBUTCS JIeBO-IpaBbIM. [Ipu apTepuo-
BEHOBHOU MaJsibdopMaliuu BeHbI ['ajieHa HU3-

KOe COIIPOTUBJIEHE B MaJb(OPMAIIUU IIPUBO-
IUT K YBEeJIWUYEHUWIO IpeTHArpysKu, KoTopas
B COYETAHUM C BBICOKOCKOPOCTHBIM IITYHTOM
yBeJINUYUBAET CEPAEUYHBIA BBIOPOC, HATPY3KY
Ha JIEBBIN JKeJyA0UYeK, UTO HPUBOIAUT K cCep-
IeuHou nexkomneHcarnuu. OKoJIo 4/5 cepaedHo-
ro BbIOpOCA ITYHTHUPYETCA Yepe3 apTepuoBe-
HOBHYI0O Majbopmaluio BeHbl ['aseHa, pe-
3yJIBTATOM 9TOT0 OYyAYT CUCTEMHAA U KOPOHAP-
Hasg runonepysuu, CTpajaHUe TOJIOBHOTO
MO3Ta OT CHHJpPOMa O0OKpPaAbIBaHUA U IOpaKe-
HUe IapeHXWMbl B HEOHATAJbHOM IIepUoe.
PasButue rugpornedannu 00yCJI0BIEHO HAPY-
IIeHUeM JUKBOPOAMHAMUKY 34 CUET KOMIIPEC-
CUU U TOIAJAHNA apTepPUaJIbHON KPOBU B Be-
HO3HOE PYCJI0, TaK Kak abcopOIusa IpOMCXo-
OUT IIPU HU3KOM BEHO3HOM JaBJICHUMU.

JleueHne B HeOHATAJIBLHOM IIePUOE 3aKJIIO-
YaeTcs B CHUJKEHUU CUCTEMHOTO COCYAUCTOTO
CONPOTUBJIEHUS OO YPOBHA JIETOUHOTO, YTO
JOJIXKHO CHUSUTD IPEIHATPY3KY U YBEJIUUUTD
nepdysuio TkaHei. CHUKeHMUe JIETOYHOTO CO-
MIPOTUBJIEHNUS MPUBOAUT K CHUKEHUIO IIepe-
TPY3KHU IIPABOTO KeJYyAOouKa U YJIYUIIeHUIO
gerounoii nepdysuu [31-36]. Ograxo oKoJIO
90% HOBOPOKAEHHBIX C apTEePUOBEHO3HON
MaabdopMmalriueli BeHBI ['ajeHa ¢ yBeJMUYeH-
HBIM CEPAEUYHBIM BBIOPOCOM U IIOPaAKEeHUEeM
cepaia pe@paKTepHbI K AUYPETUKaM U IIPO-
crarmauauny E2, BcieacTBue Uyero He yaaeTcs
MIPEIOTBPATUTL CEPAEUYHO-JIETOUHOE TMopaske-
HUe, YTO MPUBOAUT K KapAUOTE€HHOMY IIIOKY
(59% ) u umemuu muoxkapga (30—66% ) [26].

HecmoTpsa Ha MacTepcKoe INIpPOBeeHUE
MMOCTHATAJBHOM OIepaluu II0 TpaHCapTepu-
aJIbHOMY 3aKPBITUIO0 apTEePUOBEHO3HBIX IITYH-
TOB U PEAHHMMAI[MOHHOMY BEIEHUIO 3TUX IIa-
IIMeHTOB, He BcerJa IIPOUCXOAUT H3JIeUeHUe,
KpOME TOT'0, MMEIOTCA PUCKU CEPeUYHO-COCY-
OUCTBIX OocJo:KHeHUU. Tak, cpeam HOBOPOIK-
JeHHBIX I'PYIIN PUCKAa CMEPTHOCTb COCTABJISIET
o010 40% , HeBPOJOTUYECKUE OCJIOKHEHUS
poxomar mo 50%. ¥V rpymm HHU3KOTO pHCKa
CMEPTHOCTH cocTaBJiAeT 0K0Jio 10% , HeBpoJIO-
ruyecKue ocJaokHeHus 0KoJo 30% , HecMoTps
Ha JleyeHNre B IPOPUIbHBIX IleHTpax [21].

SARJIIOYEHUE

HecmoTps Ha TO uTO IpeHaTajdbHAA AUA-
THOCTHKA apTepHUOBEHO3HOII MaJib(opMaiiuu
Beubl l'ajleHa, Kak NPaBUJIO, He BHI3LIBAET
TPYAHOCTElH, IOCTHATAJNLHOE JIeUeHUEe 3DTUX
ILJIOJOB He BCerja ycIellrHo. BHyTpuyTpobHas
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A detailed literature review on arteriovenous malformation of the vein of Galen, aimed at system-
atizing modern knowledge on this problem, was carried out. The data analysis includes anatomical,
genetic, morphological, and pathophysiological aspects, classification, clinical features, diagnosis,
postnatal prognosis of mortality and neurological complications taking into account predictors of
adverse outcomes. The mechanisms of decompensation caused by postnatal rearrangements of hemody-
namics are described in detail.

The article also highlights the modern methods of treatment in the neonatal period.

The importance of prenatal formation of risk groups and determination of indications for the fetal
surgical treatment is emphasized.
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