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IMPO3HIOEPAIMYECKHE BPOXIEHHBIE IIOPOKH PA3SBUTUSA

Beeoenue

[Tpo3snuedanus, win rogonpossHiedanus — peKkoe BpoXKIAECHHOE HapylieHue (op-
MUPOBAHUS TOJIOBHOTO MO3ra, BO3HUKAIOIIEE B PE3YJIbTATE€ HEMOJIHOTO pa3jesieHus ABYX
nonymapuii Mexxay 18-m u 28-m 1HeM OepeMEeHHOCTH, MPOSBIISIONIEeCs aHOMaIbHBIM pa3-
BUTHEM T'OJIOBHOI'O MO3TI'a, TOJIOBBI U JiMLa. 3a00eBaHUE BOZHUKAET M3-3a HApyLICHUs I1e-
penayn HHGOPMALUK IO CUTHAIBHBIM Ty TSIM MEKTy 3apOABIIIEBOI SKTOAEPMON  HEPBHOM
TpyOKoil mona. Bnepseie mpo3sHuedanus 6sa onucana B 1963 1. B. JleMaiiepom u co-
aBTOpaMM, KOT/la OBbLIM MPEACTABIEHbI 1Ba CEMEHWHBIX ciydas ano0apHoil Gopmel 3aboine-
BaHUS, IPU KOTOPOM y MAallUEHTOB C HOPMaJIbHBIM XPOMOCOMHBIM HaOOpOM MMeEJach cpe-
JUHHAs pacuienuHa ryosl U Heba. [[ns o6o3HaueHus rpynmnsl Maib(opmaiuii ToJI0BHOTO
Mo3ra, Ipu KOTOPBIX prosencephalon octaBajcs HepacleIICHHBIM, OB MPEIJIOKEH Tep-
MUH «rosonpo3dHIieHpanuss» [1]. Tomonpo3sHnedanus BrI3pIBACTCS KaK T€HETUYECKIMH,
TaK U HEr€HEeTHYEeCKUMH NMpuurMHamMu. OHAa MOXKET ObITh KaK CHMIITOMOM HEKOTOPBIX CHH-
JPOMOB XpPOMOCOMHOHN MYTallMM, TaK U BCTPEYATHCS U30JUPOBAHHO MPU MyTaLUIX T€HOB
SHH, ZIC2, SIX3, TGIF. CnenoBareibHO, BBIACISIOTCS HECHHIpPOMaIbHAs (opma roJo-
npo3sHuedanun (BOZHUKAONIAs U30JIUPOBAHHO OT APYTUX 3a00JIeBaHUI) U CHHAPOMAJIb-
Has (npu curapomax Cwmura-Jlemnun-Onuna, Kannmana 2-ro tuna, Xaprcdunaa, [1aray,
Mexkens-I'pyoens).

KnuHu4yeckumMu MposiBICHUSAMH 3a00JI€BaHUS SIBIISIOTCS SMWJICITHYECKUE MPUCTYIIHI,
KOTHUTUBHBIE HApYUIEHUs, HApYLIeHHUEe pe(IeKCoB, MaTOJOrUsl POTOBUIBI U CETYATKHU, I1OPO-
KM BHYTPEHHHX OpraHoB [2]. JIBurarenbHbIE pacCTPONCTBA U 3aJIep)KKa Pa3BUTHUS TPU TOJIO-
MPO33HIE(PATUN KOPPETUPYIOT C TSKECTHIO TOPOKOB FOJIOBHOTO Mo3ra [3].

Ilenw

W3y4uTh pacipocTpaHEHHOCTh MOPOKOB MPO33HIIE(PATUISCKON TPYIIBI Cpear 00IIero
YuUCJIa BPOXKJICHHBIX MTOPOKOB PAa3BHUTHS M ONPEACIUTh OCHOBHBIE MOP(PO-PECHOTHITHUECKUE
NIPOSIBJIICHUS TAHHOW TIATOJIOTHH.

Mamepuan u memoowt uccnedoeanus

bbuin M3yuyeHbl apXUBHBIE TaHHbIE NPOTOKONIOB 1349 maronoroaHaTOMUYECKUX BCKPBI-
TUH IJIOJI0B, MOJIYYEHHBIX MOCIIE€ IPEPhIBAHUS OEPEMEHHOCTH 110 MEIUKO-T€HETUYECKUM I10-
kazanusMm, B 2015-2024 rr. Uccnenoanus Obutn ipoBeneHsl B ['Y3 «l'omenbckoe obnactHoe
KJIIMHUYECKOE NaTOJIOT0aHATOMUYECKOE OI0pO».

Pe3ynomamul uccinedosanusn u ux oocyrycoenue

3a mepuon 2015-2024 rr. 661710 BBISIBIEHO 26 CaydaeB TOJIOMPO3dHIEPATUU, YTO CO-
crasisieT 1,9% oT Bcex ciiyyaeB BpOxAeHHBIX MOpokoB pa3utus (BIIP). YactoTta BcTpeua-
€MOCTH BceX (popM MopoKa MpeICcTaBIeHa CIEAYIOMMUM 00pa3om (Tadmuma 1).

724



Tabmuua 1 —YacToTa BcTpeuaeMoCTH TOJI0NPOo33HIEPaTUU

Cnydau

Ton O6ee konuuectso BITP roJIONPO33HIIE AN

Aobc. %
2015 140 0 0
2016 175 5 2,85
2017 155 2 1,29
2018 143 1 0,69
2019 155 3 1,94
2020 130 5 3,85
2021 127 2 1,57
2022 125 5 4,0
2023 92 0 0
2024 107 3 2.8

BrIensroT HeCKOJIBKO OCHOBHBIX THUIIOB MPO33HIIePaiiu: amodapHas, ceMuao0apHas v ajio-
OapHas rosonpo3dHIedanvs. B Hamem nccienoBannu 1o0apHast roJonpo3dHiedanis BecTpeya-
nack B 13 cioyuasx (50%), cemunobapnas B 6 (23,1%), u amobapHast — B 7 ciryqasx (26,9%).

Crygan mo6apHO# rojomnpo33HiedaaIni XapakTepru30BaIuCh MPAKTHICCKH TTOJHBIM pa3-
JIeICHHEM TOJIOBHOTO MO3ra Ha monmymapus. OTMedanoch pa3HOW CTETEHU BBIPAKCHHOCTH
MCTOHYEHHUE MO3OJUCTOTO TeJa, IepeTHNE pora OOKOBBIX KETYIOYKOB UMEINN JUCIUTACTHIHOEC
CTPOCHHE, YaCTO C OTCYTCTBUEM TIOJIOCTH MPO3pavHOi ieperopoaku. Habmromganock cmenienne
IIEHTPAJILHBIX CEPBIX SJIEP.

[Tpu cemunoGapHOIi ipo33HIIE(haTHI 0TMEUATOCh pa3zelieHHe TOIOBHOTO MO3Ta Ha TIOTy-
[Iapust JIMIIb B 001aCTH 3aTBUIOYHBIX OT/IENIOB, B TO BpeMsI KaK MEPEAHNUE OTACIBI ObUIH MPe-
CTaBJIEHBI TOTycepoii ¢ 001IeH BEHTPHUKYISIPHON MOJOCTHIO HA MECTE MEPETHUX POTOB U TEJ
OOKOBBIX JKEITYOYKOB. MO30JIHCTOE TEIO W TOJOCTh MPO3PAYHOI MEPETOPOIKH OTCYTCTBO-
BaJiu (pUCYHOK la).

Jnst anmoGapHO# ronmornpo3lHiedaTni MaTOTMOHUYHBIM SIBISIOCH TIOJTHOE HEpas/IelieHHue
YMEHBIIIEHHOTO B pa3Mepax MepeHero MOo3ra, ¢ OTCYTCTBUEM MEXKITOTYIIApPHOW IIEH, BEHTPHU-
KyJISIpHasi CHCTeMa MMesa «IoIKoBooOpasHyio» ¢opmy. Tamamyc u 6a3aibHbIe TaHTIIMHA ObLTA
MIPECTaBICHbI OECCTPYKTYpHOIW Maccoi CEepoBaTOro IBETa, MPOMEXYTOUHBIM MO3T ObUT HE pa3-
JIeTIeH, OTMEYAIOCh OTCYTCTBHE OOOHSTEIBHBIX JIYKOBHIl. B TO e BpeMsi CTBOJIOBBIE OT/EIEI,
TIOJTYTIIAPHS U YEPBb MOIKEUOK OBLITH BU3YaIbHO OTHOCHTEIHLHO XOPOIIIO Pa3BUTHI (PUCYHOK 10).

Pucynok 1 — I'ononpos3ynyepanusn: a — cemunooapunasn; o6 — anodapnan
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Bo Bcex ciyuasx npu amobapHoi#l rononposdHiedannu GeHOTUITMISCKH UMEITd MECTO
MOPOKH pa3BUTHS JinlleBoro uepena. HabGmonanace aTmoredanus, Korga oTCyTCTBOBAI HOC,
HaJl eAMHCTBEHHOM IJa3HUIICH, coeprKalleil 1Ba TECHO PACIOJIOKEHHBIX IMIA3HBIX S0JI0Ka,
ompeseNsiioch X000T0000pa3Hoe oOpa3oBaHMe, HE CBA3aHHOE C IMOJIOCThIO uepena. B He-
KOTOPBIX ClIydasixX ONPCACIAIUCh U3MCHCHUA JIMIA, XapaKTCPHBIC JJIA HpeMaKCHHHHpHOﬁ
areHe3uu, ¢ OTCYTCTBUEM HOCA, CPEJUHHON pacUIeNMHON I'yObl U aJIbBEOJSIPHOTO OTPOCTKA

a

Pucynox 1 — @enomun nnodos: a — anaasus Hoca, CPEOUHNHAA PACULEIUNHA 2YDbl U 6EPXHENl YenI0CU;
0 — ammouyedanuu, cunopmanvmusn

Bwi6oowi

1. 3a mepuon 2015-2024 rr. 6bUTO BBIABICHO 26 ClydaeB rojIoNpo3dHIedaaInu, 9To Co-
crapisieT 1,9% oT Bcex ciiydaeB BPOXKIAECHHBIX TOPOKOB PA3BUTHSI.

2. Bo Bcex ciydasx mpu aio0apHOiA ToJIonpo33HIePand GCHOTUITMISCKH UMEITH MECTO
MIOPOKHU Pa3BUTHS JINLIEBOTO YEpeTa.
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OCOBEHHOCTH JIOKAJIN3AINU HHPAPKTA MUOKAPIA Y TAIIMEHTOB
C CAXAPHBIM ITUABETOM

Beeoenue

[To pesynpraram COBpEeMEHHBIX UCCIIEIOBAHUI YCTAHOBIIEHO, YTO CYIIECTBYET HEMOCPE/I-
CTBEHHAs! B3aUMOCBSI3b MEXy TaKUMH 3a00J€BaHUSAMHU KaK WH(GAPKT MHOKapJa U caxapHbIN
nuabet. [uneprimkemMusi, KOTopast sIBISIETCS OTHOM M3 COCTABIISIONIUX CaxapHOTOo nTuadera, 3a-
MMyCKaeT KOMIUIEKC MAaTOJIOTUYSCKUX PEAKIUi, B TOM YHcie He(hePMEHTATUBHOE TIIMKO3UPO-
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