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AHHOTaIII/Iﬂ. B cratbe PacCMOTPCHBI COBPCMCHHBLIC TIPCACTABICHUA O
CUHAPOMCEC I[GHI[I/I-YOKGP, MpeaCTaBJICHBI pa3HbIC 10 AXO0dbI COBpeMeHHOﬁ
KJ'IaCCI/I(I)I/IKaHI/II/I, OCHOBAHHBEBIC Ha JaHHBIX METOOA0OB HGﬁpOBI/I?)yaJII/IBaHI/II/I.
PaCCManI/IBaCTCH 9THOJIOI'Us, SIMACMHUOJIOTHA, KIIMHUYCECKHUEC 0COOEHHOCTH
CUHIApOMaA, POJb HpeHaTaHBHOﬁ AUATrHOCTHUKHU AAHHOI'O0 CHUHIApPOMA (6I/IOXI/IMH‘ICCKI/Iﬁ
CKPUHHUHT, 3X0Trpadust), MPOrHO3 B OTHOIICHUHU BhDKUBaeMocTu aeteit ¢ CIY u nons
BCTPEUAEMOCTU T€HETUYECKUX CUHIPOMOB, accourupoBaHHbix ¢ CIY.

Annotation. The article deals with modern ideas about Dandy-Walker
syndrome, presents different approaches of modern classification based on these
methods of neuroimaging. We consider the etiology, epidemiology, clinical features
of the syndrome, the role of prenatal diagnosis of DWS antenatal (cranial
sonography, biochemical screening), prognosis for survival of children with DWS
and the proportion of genetic syndromes associated with DWS.

KuroueBble cioBa: BpOXIEHHBIM NOpPOK pa3Buthsi, Mo3xkeuok, PHACE-
CUHIPOM.

Key words: congenital malformation, cerebellum, PHACE-syndrome

BBenenue

Cungpom Jlennu-Yokep (CHY) - mopok pa3BuUTHA TOJOBHOIO MO3ra, s
KOTOPOT'O XapaKTepHa TpuaJda IPU3HAKOB: TUIIOIUIA3UMA 4YEpPBS W MOJyLIapui
MO3XKedKa, pacmuperue [V xxemynouka ¢ GopMUpPOBAaHUEM KHUCTHI 33 JHEH YEPEITHOM
SIMKH, CBSI3aHHOTO CO CMEIIEHHEM BBEPX JIATEPAIbHBIX CHHYCOB M MO3KE€YKOBOTO
HaMeTa, BHYTpPEHHss ruapouedanus. Bpigensior oTkpeiTyio (opMy — Koraa
OKKJIIO3UM OTBepcTuid Makanau u Jlymku Hetr, IV xemygouek cooOimaercsi ¢
MOANAyTUHHBIM MPOCTPAHCTBOM M 3aKPbITyl0 (OpPMYy — OKKIIO3HUSI OTBEPCTHUI
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Maxannu u Jlymku ectb, OTCYTCTBYyeT cooOimienue wmexay IV xenynodek u
MOAMAYTUHHBIM MpocTtpaHcTBOM. CIIY Takke moapasfensioT Ha MOoJHyi GopMmy, B
ATOM CIIy4ae IUAarHOCTUPYETCS areHe3Ws 4epBs MO3’KE€UKa U SBHAs KOMMYHUKALUS
Mexay [V xkemynoukom u KUCTOM cisterna magna cerebri; u HenonHyo popmy — npu
JAHHOM BAapHUAHTE OTMEUYAETCsl YaCTHYHASI arcHE3Usl HUKHEH 4acTH 4epBs MO3’KEUKa
Y HEToJiHas KOMMYHHUKAIUs MEXAY AaHHBIMU MoJIoCTAMU. [1o qaHHBIM 3apyOesKHbIX
aBTOPOB [5], IIPUHSATO BBIJIEIIATD Maab(hOpMaLIHIO Hennu-Yoxkep
(rumorasusi/amiasus 4epBs (MONyIIapusi) MO3KEUKa, KUCTO3HOE paciiupeHue 4
KEIyZ0UKa, YBEJIMYECHHE 3aJHEell uepenHoll sMKkH) W KoMmiuiekc Jlenau-Yoxep.
Mansdopmanus Jlennu-Yokep 4acto coderaercss ¢ BHYTpEHHUU ruuporedanuei
(70-90%). Kommuieke enau Yokep mpeacTaBiseT co00il MOPOKU pa3BUTHS 3aJHEH
YEPEMHOU SIMKH M BKJIFOYAET HECKOJIBKO BAPUAHTOB:

- BapuaHT JleHau-Yokep - THUNOIUIa3Us 4YEpBI MO3KEUYKA, KUCTO3HOE
pacimpenue 4 xxenynouka, 6e3 yBelnueHus 3aIHeH YepenHon IMKH;

- mega cisterna magna - yeenuuenue 34 BTopuuHO, Ha (OHE YBEIMUYCHHOM
Oonbiol 3aTbulouyHOM 1MCTepHBI, mpu 3ToM B3Il cBoGogHO coolmaercs ¢ 4
KETYTOUKOM;

- petrpoliepeberiapHas apaxHouJadbHas KUCTa, CMeIIaromas 4 Key104ex u
MO3K€UOK, 3anoaHsasa 3US.

Kucry kapmana brelika, paHee BXOAMBIIYIO B KOMIUIEKC JleHnu-Yokep Ha
CErOJIHSIIHUYI AEHb IPUHATO OTHOCUTH K U30JIMPOBaHHBIM nopokam 3US [4].

B sTuonornn cuHOpoma BBIAENSIOT HACIEACTBEHHBIE MPUYUHBI: MyTallud B
renax ZICI u ZIC4, ne wuckmouaercss cBsa3p CHAY ¢ aApyrumMu reHamu, JaHHBINA
CHHJIPOM BCTPEUYAETCS 4acTo y Jiuil ¢ Tpucomueit mo 18, 19, 20 m 9 xpomocomam; u
HEHACJICICTBEHHbIE NPUYMUHBI - BHYTpUYTpoOHOe wuHbuiupoBanue [[MB-
UHEKIMe, BUPYCOM KpacHYXH; BO3MOXHO BIMSHHE TEPATOTEHHBIX (PAKTOpOB —
KypeHue, caxapHblii 1uabet|[1, 3].

YacTtora mopoka cpeau kuBopoxaéHHbIX nereir — 1:5000 — 1:25000, Goneror
yale MaJb9uKu [2].

[Tpu CIY Hepeako oTMeHaroTCs JIOMOJHUTENbHBIE IIepeOpanibHble aHOMAJHH,
TaKU€ KaK: areHe3us MO30JUCTOro Teja, JHUCCOHIedanus, MTOIUMUKPOTHPHS,
sHIedaonene, creHo3 CuiupBueBa  BOJOMNPOBOJA.  BBIAENAIOT  CHHIPOMBI
accommupoBanubie ¢ CJY: curmpom VYoxepa-Bapbypra, 3C-cunmpom, PHACE-
cuHzpoM [4].

Knunuka kpaiine moaumopdHa — 0T 6€CCUMITOMHON 10 MHBAJIUIU3UPYIOIEH.
Jnsa nererr ¢ cuHapoMoM JleHau-Yokep XapakTepHa 3aJIep:KKa CTaHOBJICHUS
HaBbIKOB MOTOPHOTO U NPEAPEUEBOr0  Pa3BUTHUS, MPOSBICHUS CHHApPOMA
BHYTPUUEPEITHOW THUMEPTEH3UU: TPEMOp, OECIOKOMCTBO, CXOIAIIEECs KOCOTIJa3ue,
TOPU3OHTANIBHBIM HHCTarM, CpPHITMBAaHUS WM PBOTA, SMU30JIbI alHO?, CHUMITOM
«3axX0JIAIIEero COoMHIAa», cynoporu[2]. Bo3mokHa ouaroBas CUMIITOMaThKa MpHU
CHABIICHUM CTBOJIOBBIX CTPYKTYp TOJIOBHOro Mo3ra kucto 3YS, npusHaku
MO3KEUKOBOM  nuchyHkumu, B 25 % cilydasx HMMEIOTCS  paccTpoiicTBa
ayTUcTHYecKoro crnekrpa. OtMmeuaercs ocodeHHocTh (eHotuna aereit ¢ CHAY, mus
HUX XapakKTepHbl MHOXECTBEHHbIC AaHOMAJIMU Pa3BUTHS, TaKHWE KaK paclieinHa

212



TBEPJOTO M MSTKOTO HEOA, BBICOKOE HEDO, HU3KOMOCAKEHHBIE YIIHBIE PAKOBUHBI,
LIAPOKUN HOC, KOPOTKAs II€s, BEIPAXKEHHAS KOXKHAS CKJIAJIKa Ha IEH, TUIIOTEJIOPU3M,
F€MaHTUOMBI [2].

CaMbIM TOYHBIM METOAOM JAMArHOCTUKU npuzHaHo MPT-ckanupoBanue c

AKCWJUISIPHBIM M CaruTTalibHbIM 0030poM IV xenynouka. IlpenarampHo — VY3-
ckanupoBanue Bo Il tpumectpe [1].
Hean HccJie[0BaHHusA - OLICHUTh KJIMHUKO-1a00paTOpHYIO U

WHCTPYMEHTAJIbHYI0 KapTUHY TMAallMeHTOB ¢ cuHApoMoM JleHau-Yokep, Cpoku
MMOCTAHOBKM JIaHHOTO KOMIUIEKCA BPOXKIACHHBIX IOPOKOB pa3BUTHUS HEPBHOU
CHUCTEMBI, OTIPEJICIIUTD JIOJTI0 TEHETUYECKUX CUHAPOMOB, accolnupoBanHbix ¢ CJIY.

MatepuaJjibl H METOIbI HCCJIEIOBAHUS

Hacrosiast pabota conep>KuT TaHHbIE MOHUTOPUHTA U PETUCTPA BPOXKICHHBIX
nopokoB pa3Butusa HHC Ha tepputopun CepasioBckoit odnactu 3a 2002-2018 r.r.
[IpoBenen ananu3 aMOyJIaTOPHBIX TE€HETHYECKUX KapT JeTe ¢ cuHapomom JleHau-
Yoxkep, ucropuii 6epeMeHHBIX JKCHIIUH, HAXOAUBIIUXCS 1Mo HaOmoaeHueM B ['BY3
CO KAIL O3MP r. ExarepunOypra, y IUIOJJOB KOTOPBIX B XOJi€ IpEHATaIbHOU
JTMAarHOCTUKUA BBISBIICHA JlaHHAas aHoMayius Mo3ra. [IpoTokon wucciesoBaHus
BKJIIOYAJ: MpEHATAIbHYIO OJXOrpaduio ImiIoAa HKCIEPTHOro  Kiacca, cOop
NEePUHATATBLHOTO M aKYIIEPCKOTO0 aHaMHe3a, HEBPOJIOTUYECKHH W COMAaTUYECKUU
CTaTyC, IUTOTEHETHYECKOE UCCIIeOBaHUE, JaHHbIE HEHPOBU3YyalIU3alluU JICTEH.

Pe3yabTaThl HCCIeI0BAHUS M UX 00CYy:KIeHUe

[IpoBenen  aHanM3  pe3yJabTaTOB  BBIOOPOYHOIO  PETPOCHEKTUBHOIO
uccnegoanus 23 ciaydaeB CHAY (n=23). Ucxoapl faHHON aHOMAJIUM Pa3BUTHS OBLIN
IpEeCTaBIICHBI CIEAYIOIIUM 00pa3oM: MOJaBJIsoIIee Ynucio ciydaeB - 96% (n=22)
ABIISUTUCH JKUBOPOXKIEHHBIMHU, B ogHOoM ciiydae BIIP BeisiBien mo 3XO-rpaduu B
cpoke 21 Hemenu recTaiyu, IJI0J MTUMHUHUPOBAH MO MEIUIMHCKUM IMOKA3aHUIM -
4% (n=1). B 17% (n=4) nereil yMepiao B MEpBbIE 5 MECSLEB KU3HU, B CBSA3U C
JeKOMIIeHCaIen 1edexra U OT HHTEPKYPPETHBIX 3a00JIeBaHUH.

B uccnenyemoit rpymnme B GOJBIIMHCTBE HAOIIOEHUNA TTOPOK TUArHOCTUPOBAH
IIpeHaTaIbHO B XOJE YJIBTPa3BYKOBOro ckpuHHHTA - 96% (n=22) u TonbKkOo B 1-M
caydyae CY BwisiBaeH moctHaTaibHO — 4% (n=1). B 58 % cnydaeB (n=13) mopok
oOHapyxeH B cpoke 30-35 Henens 6epemeHHocTH, B 32% (n=7) - BBIABICHHE TTOPOKA
npuxonurcs Ha 18-21 Henmenu recramuu, U Toibko B 4,3% (n=1) - mopok ObLI
IUAarHOCTUpoBaH B cpoke 15-16 Hepenws recranuu. CpenHuil mokasareiib CpOKa
BbsiBiieHUs1 CIIY npuxoautcs Ha 31+6 Henento recTaluu.

[To pesynapratam DXO-rpaduu y nerei B UCCaeayeMOi Tpymne ObUTH BBISBICHBI
cnenytore mpuszHaku CJIY: rumomnnasus/areHe3wss 4epBsS W/WIW  TOTYyIIApHs
Mozxkedka (87%), rugpouedanus (54%), xkucto3Hoe pacmupenue [V kemymodka
(25%), mega cisterna magna (8,3%), pacmmpenue 3YA(33%), kucta kapmaHa
brneiika (4,1%)

Takum oOpazoM, B aHaIM3UpyeMoul rpymnme Ha kiaccudeckuit Bapuant CHY
nu Manbopmanuio Jdennu -Yoxep npuxoautcs 70%, Bapuant Y naGnrogancs B
16% cnyuyaeB, mega cisterna magna Obliia BbIsiBJIeHA B 8,6% ciydyasx, KUCTa KapMaHa
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breiika otmewanace y 4,3% wu coueranach € KUCTO3HBIM pacmupeHueMm [V
KEITyA0UKa, IPU CPABHUTEIBHO XOPOILIO PAa3BUTHIX CTPYKTYpPax MO3KEUKA.

Y 52% nereit ¢ CY oTMedanach HEBPOJIOTMYECKAs CHUMIITOMATHKA: Mapes3
JuIeBoro  Heppa  (narodTanbMm), ABYCTOpPOHHEE  CXOJslIeecs  KOCOTJa3ue,
nceBa00yIbOAPHBI  CUHIPOM, CUHAPOM JU(PGY3HOM MBIIIEYHONH TUIOTOHUH,
3a/iepKKa CTAHOBJIEHHUSI HABBIKOB MOTOPHOTO U MPEAPEUYEBOr0 Pa3BUTHS.

VY nonapnstoniero uyucia gere (65%) c¢ CIAY umenuch mpu OCMOTpe
(eHoTunMUecKrue 0COOEHHOCTH, TaKME KaK pacllelrHa TBEpAOTrO M MATKOro Heoa,
BBICOKOE€ HE00, HHU3KO TMOCAXKEHHbIE M JUCIUIACTUYECKHE YIIHbIE pPAKOBUHBI,
KOpOTKasi, IIMpOKas Iesl, BbIpaKEHHAs CKJIaJKa Ha IlIeH, CeIJOBUAHBIA HOC,
TUINOTEJIOPU3M, TE€MaHTUOMBI, KpPUIITOPXU3M, MHKPOIEHUC. 3aJiepKKa pocTa
HabJro1anack 6oJiee 4YeM B MOJIOBUHE ciiydyaeB — 55%.

[lo pesynbratam kapuotunupoBaHus Bce ciaydau CIY umenu HopMabHBIH
MY>KCKOM (’KEHCKMIA) KapuoTun (n=7).

B pamkax npeHaTaibHOro OMOXMMHUYECKOTO0 CKpUHHUHTa (n=6) MpOBOJUJIACH
OILICHKa TOKa3aTesied CBOOOJIHOTO XOPHMOHUYECKOTO TOHAJOTpONMHA 4YenoBeka ([3-
XI'Y) u nnazmennoro nporenHa A (PAPP-A) B kpoBu OepeMEHHBIX XKEHIIUH, IO
pe3ylnbTaTaM MCCIEOBaHUS BO BCEX Cclydasx o0a Mapkepa YyKIaJbIBaIOTCS B
nuana3zoH ot 0,5 MoM no 1,5 MoM, uto Haxonutcs B mpepaenax pedepeHCHBIX
3HAYCHUMU.

Cpenu BpOXKAEHHBIX MOPOKOB Pa3BUTUA LIEHTPAIBHOW HEPBHON CUCTEMBI B
UCCIIElyeMOM TpyINe areHe3usi MO30JIMCTOro Tena Habmomanack moutu B 30% (6
CJIy4aeB), 4YTO COCTABUJIO CaMYI0 YacTylo LiepedpaibHyto anoManuto y nerei ¢ CY.
VY 1pex pereit (13,6%) ormeuanack couetanue CJlY ¢ MeHuHrouene, B 2 —X Ciydasix
(9%) oTmeuanuch Maxurvpus W MOJIUMUKporupusi, y 1-ro pebenka (4,3%) B
UCCIIEAyeMOM TpyIme OBl JMAarHOCTUPOBAH NTOMUMO aHoMaiuu JleHmau-Yokep
cuaapom Knunneng-deis.

B crpykrype cumnroMmokomruiekca MHoOkecTBeHHBIX BIIP, manshopmanus
Hennu-Yokep wamie Bcero codetamach ¢ BIIP  cepama, xoTopele ObutH
nuarHoctupoBansl B 30% ciyyaes (n=6).

B ananmmsupyemoii rpynmne HaOMIOMANNCh ClEAyromue (akTopbl pucKa B
aHamue3ze y xeHmwuH: uHpexkuun — 35% (BIII 1lu 2 tuma, IIMB, rematutr C,
cU(pUINC), HUKOTHHOBAS 3aBUCUMOCTh W KypeHHE B TIEPBOM TpPUMECTPE
o6epemenHocTu -13%, BpOKIEHHBIE MOPOKU pa3BuUTHS B aHamHe3ze - 13%. B 26 %
CIIy4asiX UMEJI0 MECTO OBITh COYETAHHE BBINICYKA3aHHBIX (PaKTOPOB PUCKA.

N3 cunnpomoB accomuupoBaHHbix ¢ CY B ananuzupyemoil rpynmne ObLI
BbisiBIIeH | ciyuait HenosiHoro P.H.A.C.E cunapoma, mposiBASIIOIIETOCsS KUCTO3HBIM
pacuiupeHueM 4 Kenyloyka, areHe3ueil uepBsd MoO3Keuka, pacumupeHuem 33U,
FEMAHTMOMOM, BPOXKJIEHHOM Kartapakto. M nBa ciiyyas HENoJIHOrO BapHaHTa
cuHapoma Yokepa-BapOypra, B mepBoM ciydan HaOIIOgaMach: BPOXKICHHAS
2CTOPOHHSASI KaTapakTa, MaXWrupusi, MUKpoledaius, TUIOMIa3usl YepBsl MO3KEUKa,
BO BTOPOM cllyyae: MHUKPOO(DTanbMusi, MOIUMUKPOTUPUS, THUIOIIIA3UA YEpBI
MO3K€E€YKa, KUCTO3HOE pacmmpenue [V xemynouka.
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1.Cpennuii mokaszarens auarHoctukun CJ1Y npuxomutcs Ha 31+6 Henmemro
o6epemennoctu. B 1-m cnyuae (4,3 %) nmopok Obu1 nuarHoctupoBaH B 15-16 Hexenb
reCTalllM, YTO ABIISETCS CaMbIM PaHHUM CpOKOM BblsiBiieHHs CIY npeHaTanbHO.

2.0cHoBHbIMU TIpu3HaKamu npeHatainbHor DXO-rpaduu npu CIHY saBmistores:
MAaTOJIOTUSI CO CTOPOHBI MO3Keuka, rugpouedanus, pacumupenne 3US.  Cpenu
kiuHuyeckux BapuaHToB CIY mnpeobmnamaer knaccuueckuit Bapuant CHY wiun
Manbdopmanus lenau-Yoxkep, Ha ero noito npuxoautcs 70% ciyyaes.

3. loctarouno yacto CJIY couertaercs ¢ areHe3ueit Mmo3oauctoro teaa - 30%
caydyaeB. B crpyktype MBIIP C/JVY wame Bcero coderaercss B BpPOXKICHHBIMHU
nopokamu pasputus cepana — 30%.

4.B  KIMHUYECKOM  KapTUHE  OTMedYaeTcss MpeoldsialaHde  04aroBOi
CUMIITOMATHKH, 3aJIep>KKa CTAHOBJIEHHUS HABBIKOB MOTOPHOI'O U PEUYEBOr0 Pa3BUTHS,
U HE CMOTpPS Ha BBIpa)KEHHbIE JeHEKThl YEPBS U IMOJYIIAPUA MO3KEUKa, MPU3HAKU
MO3KEUKOBOU TUCHYHKIIMHU OCTAIOTCS YMEPEHHBIMHU.

5B 1pex cnydasx (eHOTUNMYECKHE JIaHHbIE JIETe C  [OPOKOM
COOTBETCTBOBAJIM I'€HETUYECKUM cuUHIpoMam, accormupoBanubiM ¢ CIAY (PHACE,
Walker-Warburg).
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