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U3 n3oampoBanubix BIIP ITHC npeobaamasu MOPOKU Pa3BUTHSA KOHEYHOTO MO3-
ra: aHsHIedasud (10 caydaeB), sk3dHIe(asus (13 caydaeB), depPerHO-MO3TOBEHIE
TPBIXKM (MEHHUHIOILIEAE M MEHHHTO3HIledasolieae — 12 caydaeB), areHe3usd MO30AU-
cToro teaa (4 caydas), IOPOKU Pa3BUTHLA CIIMHHOTO MO3ra W IIO3BOHOYHUKA, IIPE[-
CTaBA€HHbIE ITOAHBIM PaXMCXHU30M,KHMCTO3HOM pAaCIIeAMHOH IT03BOHOYHUKA (spinabi-
fidacystica) u ckpbITOH pacleAnHOM 03BOHOYHMKA (spinabifidaocculta) (42 cayuas)
U IIOPOKM Pa3BUTHUS IOAIAYTHUHHOIO (Cy0apaXHOMIAABHOIO) IIPOCTPAHCTBA W BEHTPH-
KyASIPHOM CHCTEeMBI B BUIe BPOXKAEHHOU BHyTPeHHeH ruapoiiedpasiu — 6 caydaes.

Cpenu KOMOMHHPOBAHHBIX BApUAHTOB IIpeo0Aalarl COYeTaHUs PA3AUMYHBIX Ba-
PHUAHTOB paxuCXH3a M KHCTO3HBIX PAaCIIEANH IT03BOHOYHHKA C BPOXKAEHHOH BHYT-
peHHel runponedasueit (14 caydaes), aHsHIledasrelt (11 cayuaeB) ¥ 3K33HIEDAAU-
el (5 caydaeB), quacTeMaTEMUEAUN CO CKPBITOH PacCIleAMHOM II03BOHOYHUKA (4 CAy-
4Jasi) ¥ BapuaHThl cuHapoMa [JeHau-Yoakepa (3 caydas).

BITP IITHC yacTo codeTaAuCh C IIOPOKaMU Pa3BUTUS APYTUX OPTraHOB U CUCTEM U
BXOIUAN KaK B KOMITAEKC MHOXKE€CTBEHHBIX BPOXKIAEHHBIX [TIOPOKOB PA3BUTHH, TaK U IB-
ASIAICH KOMIIOHEHTOM OPTaHHOM IIATOAOTHH ITPU PA3AMYHBIX XPOMOCOMHBIX DOAE3HSX.

Buleoowst

1. ITo mauupim ['Y3 «T'oMeAbCKOE 00AACTHOE KAMHHUYECKOE IIATOAOTOAHATOMHYECKOE
6ropo» 3a nmepuozn ¢ 2017 o 2021 rr. B crpykrype Bcex BIIP ropoku pa3BUTHS I'OAOB-
HOTO MO3ra, CIIMHHOTO MO3ra U IT03BOHOYHHKA 3aHUMAIOT OMHO U3 BEOYILIUX MECT, CO-
cTaBAsis exkeroqHo oT 19,6 mo 32,3 % oT Bcex caydaeB IpephIBaHUA 0€peMEeHHOCTH 110
Me€IUKO-T€HETHYECKHM ITOKa3aHUIM.

2. B HO30A0THYECKOH CTPYKTYpe IIpeobragasr MOPOKH Pa3BUTHUS KOHEYHOIO MO3ra,
IIpeacTaBA€HHbBIE aHAHIleparrel U 9K33HIle(pasrel, U CIIMHHOIO MO3ra U I103BOHOYHU-
Ka B BUJIE paXUCXU3a U KUCTO3HOH pacIlleAnHb]I [T03BOHOYHHKA.
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Beedenue

3aboaeBanue ga3BeHHas 6oae3Hb (Y1B) BHepBble Obira omucaHa KpioBeabe BO
dpannuu B 1835 1.

XapakTepHbIMH cuMIIToMaMu 9B gaBageTcsa paHHUE, IIO3AHUE, «TOAOMHBIE», HOU-
HbIe DOAHM IIOCAE IIpHUEMa IIUIIM, U33K0Ta, OTPhIKKA, PBOTA KHUCABIM KEAYIOYHBIM CO-
OEePKUMBIM. BoAM MOTYT OBITHL TYIIblEe, HOIOIIHME, PEXKYIIHE, KIydHhe, CXBaTKooOpas-
Hble. HTEHCUBHOCTL OOAUW yYMEHBIIIAETCS IIPH MPHEME IIPErapaToB, CHUXKAIOIIHX
KHCAOTHOCTDH JKEAYJOYHOIO COKAa, TEMAOBBIX IIPOLEAyP Ha IMOOAOXKEYHYIO O00AACTb.
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Yacrto si3BeHHas 00A€3HBb ABEHAIIATUIIEPCTHOM KHUIIIKH COIIPOBOXKIAETCS 3all0paMHU.
[Tpu maapnanyu onpenessgeTcss 60A€3HEHHOCTh B 3IIUTacCTPaAbHOM obaacTu [1].

3aboaeBaHHe 4allle BCTPEYaeTCs y MYKYHH, YeM Y JKEHIIMH (CooTHoIeHue 4:1
COOTBETCTBEHHO). B MoaozoM Bo3pacTe udallle BcTpedaeTcs si3Ba 12-IiepCTHOM KHII-
KU, a B cTapllleM — g3Ba xkeaynka. Hanboaee BasKHBIM (paKTOPOM SBASETCS I'e€HETU-
yeckas IIpeapacloAOKeHHOCTb. OHa BbIIBASIETCH y OOABHBIX AyO[deHaAbHOM s13BOM B
30-40 % cay4aeB U 3HAYUTEABHO PEKe IIPU A3B€ XKeayaka [2].

Mopdoaorudeckuii cyocTpar 1B — XpoHHYEecKas peluauBHUpPYIOIIAsa s3Ba, KO-
TOopas B IIporecce POPMUPOBAHUS IIPOXOAUT CTAANH 3PO3UU U OCTPOH a3BHI. [Iportecc
JECTPYKIIMM CTEHKM ZKEAyZKa IMIPOAOANKaeTcs ¢ obpa3oBaHHEM HEKpPO3a, KOTOPOMY
roaBepraeTcss Kak CAM3UCTasg 000A0YKa, TaK U 6oaee TAYOOKHE CAOM CTEHKHU KEeAyIKa
¢ popMHpPOBaHUEM OCTPOU S3BbI. XPOHHUYECKAad 93Ba OBAABHOM HAU OKPYTAOHM POPMBI
C IIPUIIOAHATHIMHM ITAOTHBIMHU KpasiMH, C pa3MepaMH OT HECKOABKHUX MHAAHMMETPOB 10
5-6 cM B muaMeTpe, MOXKET IIPOHU3BbIBATh CTEHKY A0 CEPO3HOH 000A0YKH [3].

PaszButne HP uHdeKINN BAUSGEeT Ha THIIEPHIPOAYKIIMIO COASTHOM KHCAOTBI U IIEI-
CHHAa, YTO OKa3bIBaeT OOABIIIOE BAMSHHE Ha CAHU3HUCTYIO 000AOYKY, a B HaAbHeHIlleM
IIPUBOOUT K €€ aTpoduu 3a CYET BOCIIAACHHS, METAllAA3UH U B KOHEYHOM pe3yAbTa-
Te — pa3BuTHE A3BeHHOro Aederra. HP mudeknua nmpu nieaogHodt pH mapaszutupy-
€T B AIOOOM OTZeA€ JKeAy[Ka, HO IIPU OKHUCAEHHUH ITapa3uTUPYET B aHTPAABHOM OTHe-
A€ JKEeAyKa W H3MEHEHHBIX (MeTallAa3upOBAaHHBIX) ydacTKaX CAU3UCTON 00O0OAOYKHU
12-nnepctHoit kuinku. Ha mamnabsii momeHT HP mpnsHaeTcs BeayIyM 3THOAOTHYE-
ckuM paktropom ABXK u ABAIIK. Okaszasock, yto npu ABAIIK HP o6HapyRuBaroTCs
B 100 % cayuaes, a npu 9B — B 75-85 % [4].

Ilens

N3yynTh aKTyaAbHOCTH IIPOOAE€MBI, AOKAAM3AIIHMI0 U IIPOLECChl BO3HWKHOBEHMUS,
Pa3BUTHS U OCAOKHEHUS I3B€HHOM 00A€3HU KEAyKa U ABEHAAATUIIEPCTHON KUIITKH.

Mamepuan u memoosL uccnedoeaHust

[ag mpoBeaeHUsS ITaTOMOP(OAOTHYECKOTO UCCAEIOBAHHSA HCIIOAB30BAACH apXHB-
vt MaTepuaa ['Y3 «T'omeabcKoe 00AACTHOE KAMHHYECKOE ITaTOAOTOAHATOMUYECKOe
Oropo». MaTeprasoM Oasd UCCAEIOBAHUSA CTAaAU 17 IPOTOKOAOB IIATOAOTOQHATOMUYE-
CKHUX UCCA€AO0BaHUMN marnueHToB I'. [omeas 3a 2021 r.

[ag aHaan3a HCIOAB30BAaAMCH CAEAVIOIIME AaHHBIE: BO3pACT MAIIMEHTOB, IIOA,
KOAWYECTBO AHEH B OOABLHUIIE, AOKAAW3AIHUS SI3BBbI, [HArHO3 U OCAOXKHeHus. CTaTh-
cTudeckasi oOpaboTKa MaHHBIX OCYLIECTBASIAACh C HCIOAB30BAHHEM ITPOTrPaMMEBI
«Microsoft Excel 2020».

Pe3ynemameul uccnedoeaHust u ux obcyrcoerue

[IpolieHTHOE COOTHOILIEHHE MAIlMEHTOB C Pa3sAWYHBIMHM BapHallUaMH S3BEHHBIX
b6oae3Heit 1o moay 3a 2021 r. cocraBuao 58,8 % My=R4MH U 41,2 % >KEHIIHH.

BospacT maimeHTOB Ha MOMEHT CMEPTH BapbHpoBaascs ot 37 mo 91 roma (co
CpeoHUM 3HadeHuem 71).

U3 Bcex uccaenyeMeIx y 64,7 % BBISIBUAU 93B€HHYIO O0A€3HBb 12-II€pPCTHOM KHUIII-
KU, ay 35,3 % — xxeayaka.

AHaaM3 pe3yAbTATOB IIOKAa3aaA, YTO HAaMbOOA€e YACTBIMU OCAOKHEHUSMH y MallH-
€HTOB C SI3BEHHOM 0oAe3HBIO ObiaM: IepuTOoHUT (47,1 %), TaXKeAble KPOBOTEYEHUS
(29,4 %), orek ronoBHOro mo3sra (23,5 %), nepcoparuga (11,8 %) u abcuecc (5,9 %). ¥
OOABIITMHCTBA MOTHUOINMX MAIIMEHTOB [0 MAaHHBIM HCCA€IOBAHUS dYallle BCETo d3Ba
BCTpeYaeTcs B XPOHHUYECKON hopMe U IBAFETCH OTATOLIAIOIIMM (paKTOpoM Ha hoHE
Te4eHHUsd OCHOBHOTO 3a00A€BaHUs (PHUCYHOK 1).
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NEePHTOHHT THIKEABIE  OTEK roAoBHOro mnepchopaims abeuece
KpOBOTEYEHHHA Mo3ra

PucyHOk 1 — OCAOKHEHHSI I3B€eHHOH 6oAe3HH

Bbleoout

HUccaemoBanus moarBepauau, uro 9B uale BcTpedaeTcd y MYysKYHUH, a TaKiKe
IPOSIBASETCH Jallle B XPOHUYECKOU popMe.

dakTOopaMu pUCKa pa3sBUTULA OCAOKHEHUN IBAAIOTCS ITOKUAOM BO3pacCT, CHUIKE-
HHUEe (PU3NIEeCKON aKTUBHOCTH, IIPHUEM A€KAPCTBEHHBIX CPEICTB.

913BeHHBIe 00A€3HU HanbOAEe HYaCTO OCAOKHSIOTCS Ilepdopanueil U KeAyI0dHO-
KHUIIIEYHBIMU KPOBOTEYEHUSIMH, aOCIIECC, TIEPUTOHUT, TTIePdOPaITHH, KPOBOTEYEHUS U
OTéK I'OAOBHOT'O MO3TAa.
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Beeodenue

Ocoboe mecTo 10 CBOe#l 3HAYUMOCTHU Cpeau 3aboAeBaHUM TOAOBHOT'O MO3Ta 3a-
HHUMaeT IOPazKeHHEe COCYZAOB IIPU caxapHoM auabere, XapaKTepHU3YIOIIeecs pa3BHU-
THEM «HEMBIX» HH(PAPKTOB MO3Ta, 00A€E TAXKEABIM TE€YeHHEM CHMIITOMHOTO MO3TOBO-
ro WHCYAbTQ, 3HIedasonaTHei, pa3BUBaIOIIeHicad B pe3yAbTaTe IIPOrPeCcCUpPYIOIIEH
HEJOCTATOYHOCTHU KpOBOCHAOKeHHs Mo3ra. [lokazaHo, 4TO pa3BUTHE MUKPOAHTHO-
IIaTHUHU HAIIPAMYIO 3aBHCUT OT JAUTEABHOCTH U BBIPAKE€HHOCTH T'HIIEPIAUKEMUU. Un-
TEHCHUBHAad HHCYAHMHOTEpAIIud, yAepKHBasgd KOHIIEHTPAIIUIO T'AIOKO3bl KPOBH B HOP-
MaAbHBIX IIpeAeAax, IIO3BOAGET PE3KO 3aTOPMO3UTH Pa3BUTHE HAH IIPOTPECCHPOBA-
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