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VII HAYYHO-NPAKTUYECKAA KOHOEPEHLMA CTYOEHTOB M MONOAbIX YHEHbLIX « CTYAEHUKUHCKUE YTEHUS»
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CUHAOPOMA OEHAUN-YOKEPA
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Poccuincknin HaumoHanbHbIM nccrnenoBaTenbCKuii
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KnroueBble cnoBa: demu; cuHOpom [JeHOu—Yokepa;
OuasHocmuka

AxryanbHocTh. Cunapom Jlenaun—Yokepa (Dandy—Walker
syndrome, DWS; MKB-10: Q03.1; OMIM 220200) — nacnen-
CTBEHHBIH MOPOK Pa3BUTHUS TOJIOBHOTO MO3TIa, ISl KOTOPOTO
XapakTepHa Tpuaja CUMIITOMOB — THIOTPOQUS WU aria3us
YepBsl MOPKEUKA /MM MOJTYIIapHA MO3XKEUKa, KUCTHI 3aTHEH
YepenHoW sIMKH, THIpoLie(ans pa3Hoi creneHu. PacipocTpaHéH-
HOcTh — 1 : 25 000-35 000 xuBopoka€HHBIX neteil. DWS — mpu-
uynHa 4-12% cimydaeB ruaponedanuu y geteld, cMepTHocTs — 10—
66%. Llesb: onpenenuTs COBPEMEHHbBIE BOSMOKHOCTH MPEHATAITb-
HO# nuarHoctuku DWS niist ero cBOEBpEeMEHHOTO BBISIBICHHS
Y Hayaja Je4eHusl.

Pesyabrarbl. OCHOBHOI METOZ IpeHaTalbHOM AMAarHOCTH-
ki DWS — ynpTpa3ByKkoBO€ HCCIeIOBaHKE IJI0AA B 2 MTPOEKIIH-
SIX — T03BOJISICT BBIABUTH KItoueBble pu3Haku DWS: arenesuto
YepBs MO3KEUKa, YBEIMUCHUE 3aHEH YePEHON IMKH, CMELIICHUE
HaMeTa MO3XKeUKa, KUCTO3HOE PACIIMPEHHE YETBEPTOIO JKEIyA0U-
Ka. JI1st onpeieNieHust CTETICHH POTaIiy uepBs U T PepeHIrab-
HOM JIMarHOCTUKH C JPYTHMH (popMaMH MaTONOTHH UCIIONb3YyeT-
s OLICHKA YIJIOB MEKAY CTBOJIOM U Y€PBEM, CTBOJIOM U HAMETOM
Mo3keuka. MarHUTHO-pe30HaHCHAs TOMOTpadus IJI0a C OLCHKOM
pa3MepoB MOZKEUKa M 3aJHEH uepenHol MK M03BOJIIeT AUQ-
dbepennuposars Gopmbl DWS Mexay coboii u ¢ Apyrumu nopo-

kxamu. bonee nonoBunsl ciiyyaeB DWS sBIs0TCS IposiBICHUEM
XPOMOCOMHBIX aHOMAJIUH, TO3TOMY IPH OOHAPYXEHHH HHCTPY-
MEHTaJIbHBIX NMpu3HakoB DWS nenecoobpa3Ho npoBeaeHUE aM-
HHOLIEHTEe3a ¢ KapUOTHIIUPOBAHUEM M aHAIN30M MacCHBa OJHO-
HYKJICOTHU/IHBIX MOJMMOP(U3MOB, T. K. IIPOTHO3 acCCOIIMAPOBaH-
HBIX C XPOMOCOMHBIMH HapyleHusAMu ciryyaes DWS xyxe, uem
M30JMPOBaHHbIX. B pszie ciyuaeB npuurHoit DWS siBrstrorcst cyo0-
TeJIOMEPHBIE aHOMAJTHH, TTO3TOMY TpH nogo3peHnu Ha DWS nipu
HOPMAaJIbHOM KapHOTHIIE LIEIeCO00pa3HO NMPOBEICHUE TOTHOAK-
30MHOI'0 CEKBECHHUPOBAHUA. OZlHaKO HWHCTPYMCHTAJIbHBIC U na60—
paropHbie METO/IbI IPeHAaTaIbHOM AuarHocTuku DWS umeror psin
OrpaHUYEHHH, IT03TOMY IIOCTaHATAIbHOE MPOBEIEHHE HEHPOBH-
3yaJu3alyi C IeTaJbHBIM aHAIN30M NapaMeTpOB 3aJHel Jeper-
HOH SIMKH SIBIISI€TCS HEOOXOAMMBIM, OCOOEHHO y JIeTel ¢ TUAPO-
uedanuei, 1 uckirodeHuss DWS.

3axuiouenne. [IpenaranpHas auarHoctruka DWS BaxkHa s
BBISIBJICHUSI TEHETHYECKUX aHOMAJINIA, C KOTOPBIMHU OH aCCOLIHPO-
BaH, JJIs1 CBOEBPEMEHHOIO Havasa JICYEHH U YITy4IlIeH s IPOrHO3a.
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