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PAPUTETHAS HEBPOJIOTUA.
CJIYUYA KPAHUOBEPTEBPAJIbHOI AHOMAJIUU
KJIUNNEJASI—®ENJIS C BBIPAJKEHHOU TUIPOIEDAJIUEN
U ATPO®UEN BEIHIECTBA TOJIOBHOT'O MO3TA
[Tpod. 1. A. TPUTOPOBA, nott. B. 1. CAJIO, kana. men. nayk O. A. TECJIEHKO, nom. JI. B. TUXOHOBA

XapbKoBCKUll HAUUOHAABLHBIU MegUUUHCKUU yHUBepcumem

IIpencraBiieHbl COBPEMEHHbIE HAYYHbIE JAHHbIE O MATOJOTHH KpaHHOBepTEeOpaIbHbIX aHoMamuid. [Ipu-
BEIEHO OMMCaHHEe KINHHYECKOTO ciyyasi KpaHnoBepreOpanbHoii anomannn Kiunnens—Deitnst ¢ He-

BPOJIOTUYE€CKUMHU NTPOABIICHUAMU.

Kniouesvie cnosa: kpanuosepmedparvias anomanus Knunneis— Deiins, duspapuueckuii cmamyc.

3abosieBaHns HEPBHOM CUCTEMBI, OOYCJIOBIEHHBIE
M3MEHEHUAMHU I103BOHOYHUKA, 3aHMMAIOT Beyliee
MECTO CPEld BCEX HEBPOJOTHYECKUX 3a00JeBaHUIL.

KnuHuueckre NPOSBIEHUST BePTEOPOreHHBIX
3abosieBaHnil (DOPMUPYIOTCST U3 HEBPOJOTHUECKUX,
OPTONEAMYECKUX U PEHTTEHOJOTUYECKNX (heHome-
HoB. HeBpoJsiorndyeckue paccTpoiicTBa, BO3HUKAIOIIHE
BCJIEJICTBUE COYETAHUS KOMIIPECCUOHHBIX 1 pediiek-
TOPHBIX U3MEHEHUI, HOCAT XapaKTep KOPEIIKOBbIX,
MTPOBOJTHUKOBBIX, CITMHAJIBHBIX (MUEJOTATUIECKNX ),
COCYZINCTBIX MJIN KOPEITKOBO-COCY/TMCTBIX HAPYITEHUH.
B iuarHocTrueckoM OTHOTIIEHUH BasKeH TOT (haKT, 4TO
3HAYUTEJbHASE YaCTh GOJIEBBIX, YYBCTBUTENBHBIX (110
TUILY TICEBAOCUPUHTOMUENNN), COCYJAUCTBIX, BUCIIE-
PajJbHBIX, AUCTPOPUYECKUX CUMIITOMOB BO3HMKAET
BCJIEJICTBUE TOPa’KeHUS BETeTAaTUBHBIX CTPYKTYP,
CIIOCOOHBIX TI0 MEXAaHU3MY UPPUTAIIH (POPMUPOBATH
MATOJOTMYECKUE PEAKITNU Ha PACCTOSHUU. JTU Ha-
PYIIEHUsT MOTYT OBITh BBI3BAHBI KaK BPOKIECHHBIMU
AHOMAJIMSAMM Pa3BUTHS TO3BOHOYHUKA, TaK U IPH-
0OPETEHHBIMU JIeTeHEePATUBHO-TUCTPODUIECKUMU
n3Menenuamu [1, 2].

AHOMaMMu pa3BUTHS TTO3BOHOYHUKA, MO KJIACCH-
uxannu B. A. [Ipsgyenko [nut. mo 3], pesnsarcs Ha
JIBE TPYIIIBI — OHTOTeHeTUYecKue U (huIoreHeTmye-
ckue. K mepBoii rpyrmie oTHOCATCS aHOMAJIUU Pas-
BUTHS TeJ II0O3BOHKOB, aHOMAJIMU PAa3BUTHUS [y’KEK
[IO3BOHKOB, a TakKKe BPOJKIAEHHBIE CUHOCTO3BI (6J10-
KUPOBaHMe, KOHKPECIEHIHs ). TUITUIHBIM TPUMEPOM
OHTOTEHETUYECKON aHOMAJIWU SIBJIAECTCS CUHIPOM
Knnmmens— Deiist.

Xapakrep ¥ cTereHb BBIPA)KEHHOCTH HEBPOJIOTH-
YecKUX HapyLIeHUH 3aBUCAT OT BJIAUSAHUA U3MEHEHUI
MMO3BOHOYHMKA HAa CIUHHOM MO3T M €ro KOPEeIKH.

KpauunoseprebpanbHbie anomanuu (0T Tped.
kranion — wgepen, Jnar. vertebra — MO3BOHOK, rped.
anomalia — oTKIOHEHUE) OTHOCATCS K Pa3iesy papu-
TETHO# HEBPOJIOTUH U TIPEACTABIISIOT COG0M eheKThI
Pa3BUTHUS CTPYKTYP KpaHUOBEpTEOPATbHON 06IaCTH,
HEPEeJIKO COTTPOBOK/IAIONTNECS CABIEHNEM TTPOJI0JITO-
BATOTO MO3Ta, MO3Ke4YKa U IIEeMHON YaCTU CIIUHHOTO
Mo3ra. Pa3inyaior 5 OCHOBHBIX BapUAHTOB aHOMA-
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JIMH aTJIAHTOOKIUIIUTAIBHON 00J1aCTH; aCCUMMUJISIIUS
(OKIMIIUTANN3AIMA) aTJaHTa, AHOMAJIUS Pa3BUTUL
IT meitHoro 1mosBoHKa (amucrpodest), miaTubGasus
(Gasunspuas), anomanus Aproabga—Kuapu u cumg-
pom Kiumesisi— e, OctaHoBUMCST TIOAPOOHEE HA
cunzppome Kiumnmesnsi—@eiiss (BpoxaeHHasT KOCTHAS
KpuBoOIIlesd, BPOKJIECHHDBINH CUHOCTO3 IeHHO-TPYAHBIX
MMO3BOHKOB, CUH/IPOM KOPOTKOM 11€N ). ITOT CHHIPOM
BIIepBble onucaH GpaHIy3CKUMU HEBPOIIATOJOTaMU
M. Klippel u A. Feil B 1912 r. y 6osabHOTO, CTpa-
JaBIiero HepuToM, ¢ HeOOBITHO KOPOTKOI U HETIO-
NBVDKHOU 1reeit [3, 4].

Bpoxnennas anomanng pasBuUTUS HMIEHHOTO OT-
JieJ1a TO3BOHOYHMKA SIBJISIETCS TIOPOKOM HEPBUYHOTO
3a4aTka, T. €. OTHOCUTCS K TMepuojay OJacroreHesa.
ITO HacJeJCTBEHHAs MATOJOTHS, KOTOpas Tepefa-
eTcs TT0 ayTOCOMHO-/IOMIHAHTHOMY THUITY. B ocHOBe
CHUHJIPOMA JIEKAT CHUHOCTO3BI IMEHHBIX TTO3BOHKOB.
Hepenko onHOBpeMEHHO BCTPEYAIOTCS aHOMAJIWU
pa3BUTHA JY’KEK U TeJ MMO3BOHKOB (paclierseHue),
a Tak)Ke II0JIHOE OTCYTCTBUE OCTHUCTBIX OTPOCTKOB
U psiji IPYTUX TMOPOKOB PAa3BUTHUS TO3BOHKOB. IIpo-
SIBJISIETCSI CpallleHreM U yTIJIONeHeM IeHHbIX (MHO-
rla BEPXHUX TPY/JHBIX) MO3BOHKOB, YTO BBLI3bIBAET
3HAUMTEIHHOE YKOPOUeHue e [5].

[Tpu kIMHMYECKOM OCMOTPE BBISBJIAETCS TPUA/A
CHMIITOMOB: YKOpPOYeHUe IlIeH, HU3Kas JUHUSA pocTa
BOJIOC Ha Illee U OrpaHWYeHre TIOBIKHOCTH B 1Iek-
HOM OT/IeJie TT0O3BOHOUHMKA. Hepeko mpu cuHapomMe
Kimumesisi— Deiisst mpuxoaurcest HabJIioaaTh BICOKOE
crosguue jonatku (nedopmarus turna [lnpenresns),
B/laBJIeHE OCHOBAHUS Uyeperna, KpUBOIIEIo ¢ aCuMMe-
Tpuel sinia. BeicoTa KOCTHOI Macchl CHHOCTO3UPOBAH-
HBIX TTO3BOHKOB 3HAYUTEJIbHO MEHbIE HOPMaJIbHOMN
BBICOTHI MTO3BOHKOB C MEKMO3BOHKOBBIMU JIMCKAMU.
[ToaToMy 1Iesi yKOpOY€Ha WU BOBCE OTCYTCTBYECT,
TaK 4TO B PE3KO BBIPAKEHHBIX CJAyYasx MoaAGOpO-
JIOK HEIOCPEJCTBEHHO TIpuJieraeT K rpyante. Takux
JIoJIel Ha3bIBAIOT «desoBek 6e3 men» (homme sans
cou), «c JAryiaubeil meeit». TomoBa Kak OBl CHIUT
OpsIMO Ha TYJIOBUIIE, YIIHbIE MOYKH TPUOIUKEHDI
K Ha/IIIJIeYblo, a TPAHUIIA BOJIOC HA Illee HAXOAUTCS
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HEBPOJIOTVIA

Ha ypOBHE TPYIHBIX TTO3BOHKOB. [10IBI;KHOCTD TOJTO-
BBl OrpaHnYeHa, 0CoOOEHHO B OOKOBBIX HAIPABJEHIH-
SIX; OrpaHMYeHa W TIOABUKHOCTH HYDKHEH YeTIOCTH.
N3-3a cymmarum U cyneprio3uiiuyu TeHei JUIEeBOTO
yeperia ¥ TTO3BOHOYHKKA TPY/IHO MOJYIHTh, OCOGEHHO
y ZIeTel, XOpoIre MpsiMble PEHTTEHOTPAMMBI, U JIUTITh
TOMOTPAMMbI [IOKA3bIBAIOT HEOOXOAUMBIE J€TaJIN JIJIst
JINarHo3a.

Hedopmaruio Kiunmenas—Deitna HeoOXoauMo
UMeTh B BULY TIpH inddepeHnnaabHON AMarHOCTUKe
¢ TyOepKyJIe30M BEPXHUX IIEHHBIX MO3BOHKOB. [lymMaTh
o0 6osesan Kommmessi—Deiisist HeOOXOANMO B KayKIOM
HesICHOM carydae kpuBoinen. OKoHYaTeTbHBIE COMHE-
HUST PA3PEIaoTcst TOJAbKO MPU PEHTTEHOMOTHIECKOM
HCCIIeIOBAHUN.

B dyHKIMOHATEHOM OTHOIEHUW TPOTHO3 3TOU
narosioruu HebaronpusiTHeriA. C BO3pacTOM MOSIBJISI-
I0TCST HEBPOJIOTUYECKUE OCJIOKHEHUS B BHE aTpodun
MBIIIII TIJIEYEBOTO T0sICa, PACCTPOHCTBA UYBCTBU-
TeJBHOCTH B 00JIACTH IIed W IPYAU, KOMIIPECCHOH-
HOU PaMKYJIONATUN MIEHHBIX KOPEIIKOB, CHHIPOMA
KOMITPECCHH CTBOJIA, MO3KEUKa M CIIMHHOTO MO3Ta Ha
ypOBHe MieiiHoro yrouienus. Hepeako Habiromaercst
ckosmo3. OcyabieHa BEHTHUJISIIIUS JIETKUX, WHOT/A
3aTPYAHEHDI bIXaHNEe U TJIOTaHUE.

Jleyenue omucaHHON TATOJOTUU CHUMIITOMATH-
yeckoe. Y gereill nedopmarius MOYTH HUKOT/A He
COTPOBOXKAAETC OOJIEBBIMU OIIYIIEHUSIMU U He
TpeOyeT CIeUaJIbHOTO JIEYeHUsT, KpOMe JieueOHOi
TUMHACTUKY JIJIST YBEJMUCHUS aMIIATY/IBI IBVKCHUS
royioBel. [Ipu CKIOHHOCTSIX K TPOTPECCHPOBAHUIO
nedopMalnu MoKa3aHo HOIIEHHEe KOPPUTHPYIOIIETO
BoporHuka. Ecim cungpom Kiunmnens—@eiins co-
YEeTAEeTCs C BBICOKUM CTOSTHUEM JIOTIATKH, OTPAHUYU-
BatoMMM (DYHKIIUIO BEPXHEN KOHEYHOCTH, TO CJIe/lyeT
moJyMaTh 06 OMEPATUBHOM JICUCHUN — HU3BBEICHUN
gonatku. [l ycTpaHeHUsT cIaBJEHUsT CTBOJIA, MO3-
JKeUKa M BEPXHUX OTEJOB CIUHHOTO MO3Ta MPOBO-
NSIT XUPYPrUdecKoe JieueHue.

PaccMoTpuM KJAMHMYECKUH caydail GosesHu
Knunmens—Deiinsg, KOTOpbIi COMPOBOKIAICS He-
BPOJIOTUYECKUMH paccTpoiicTBamu. Boapuas K.,
1976 roma poxaeHus, HAXOAUJIACh B HEBPOJIOTUYE-
ckoM otnenernun O6JIaCTHON KINHUYECKON GOMbHUITBI
r. XapekoBa B 2007 r. IIpu nocTyniennu ona mpeb-
SIBJIsIIA 5Ka00bl HA MOCTOSTHHOE U IIPUCTYI000pasHoe
TOJIOBOKPY>KEHUE, YTO TTPUBOIUJIO K IATKOCTH TPHU
X0/1b0€e U «OPOCAHUI0 U3 CTOPOHBI B CTOPOHY>; TIIYM,
3BOH B yIlaX; cJ1ab0CTh B HOTaX; TOJOBHBIE OOJIU pac-
MMAPAIOIIETO XapaKTepa, ¢ YyBCTBOM BBIJIABIMBAHUS
[JIA3HBIX SA0JI0K; OCUILIOCTD IOJIOCA; IIEPUOAUIECKOE
3aTPyJAHEHHOE TJIOTaHWE TBEPJOU MUIIHU; TPUCTYITBI
HEMPUSTHBIX OIYINEHWI B BU/IE MTOJ3AHUS MypaIlek
B TIPABOI pyKe; HAPYIIEHNE TTaMSATH, CHIKEHHE CTT0-
COOHOCTU K KOHIEHTPAIMU ¥ BHUMAHMWIO.

3 anamuesa 3a00JI€eBaHUsI U3BECTHO, YTO B J€T-
CKMe€ U I0HOIIECKHE TOfIbI II0A00HBIX Kan00 GoIbHas
He UMeJia, a CBoM au3padudecKkrue aHOMAJINN CUUTAIIA
CeMEHBIMU KOHCTUTYITHOHAIBHBIMU 0COOEHHOCTSIMHU.,
B Bospacte 25 jieT y OOJBHOI BIIEPBbIE MOSBUINCH
MIPUCTYIIBI CUILHOTO TOJIOBOKPY KEHMUSI, C HAPYIIIEHU-

€M TOXOJIKU U OPUEHTAI[UU B IIPOCTPAHCTBE Ha (hoHe
pacimpaloiux roJoBHBIX 00JIeil, KOTOPbIE COIPOBO-
SKIAIUCH CBETOOOSI3HBIO, HEITPUSATIEM TPOMKUX 3BYKOB
U 9yBCTBOM /IABJICHUS Ha IJ1a3a. 3a MOoCJaeaHIe 5 JeT
BBIPAKEHHOCTD 7Ka100 BO3POCIA, IPUCTYIIBI TOJOBO-
KPY:KEHUS yYaCTUINCh, MTOSBUINUCH TTEPUOTTIECKIE
HPUCTYIIO0OPa3HbIE OILYIEHWS B BUAE IIOJI3aHISA MY-
paitiex B 1paBoii pyke. OCHUILZIOCTH r0JIOCA TIOSIBUIACH
OKOJIO 3 MeC Haszajl U COXPAHIETCS Ha MOCTOSTHHOM
ypogHe. Ee nosiienue 6oyibHas CBS3bIBAET C [IPOBE-
JIEHHBIM MacCa’KeM BJ[0JIb II03BOHOYHMKA.

W3 anaMHe3a JKM3HM WM3BECTHO, 4TO OOJIbHAsA
B CBOEM IICUXOMOTOPHOM Pa3BUTUU HUYEM HE YCTY-
rnajia CBEPCTHUKAM. BpesHbIX MPUBBIUYEK HE HMEET.
Annepronornuecknii anamHe3 He orsdromieH. MeH-
ctpyupyeT ¢ 16 mer; MeHCTpyaluu HeperyJspHBIE.
BoabHasg umeer cpeanee obpasosanue, paboTaer
mBeell B 1exy. Pabora cBsi3aHa ¢ [IUTENHLHON CTa-
THYECKOH Harpy3Koi Ha MO3BOHOYHUK, OCOOEHHO
HIEHHO-TPY/IHOTO OT/leJia. 3aMyXKeM, MUMEET CeMUu-
JIeTHEeTO chiHa (KecapeBO cedeHue, moBbimenne AJl
Ha ¢one GepemenHocT). ChIH 370pOB, Auzpadu-
YECKUX NPHU3HAKOB He uMmeeT. Y OOJIbHOU ecTh jBe
mitaiie cectpbl. CpeiHsisi cecTpa U MaTh UMEIOT
nu3paduueckue HapylieHUs B BUJE YBEJIUYEHHOIO
yeperia, KOPOTKOM 11en, HU3KOro POCTa JIMHUU BOJIOC,
HO B MEHBINEN CTeleHu BhIPAKEHHOCTH. Y CpelHel
CECTPBI eCThb 109D 7 JIET, KOTOPast UMeeT MUKPOIHIIEe-
(anuio u He pazroBapuBaet. Muiajiiast cectpa UMeeT
HOPMaJILHOTO pa3Mepa deperr, HO YKOPOUEHHYTO ITefo.
O06e cecTpbl TTOMO0OHBIX KATOO ¥ HEBPOJOTHUECKUX
[IPOSABJIEHMIT CBOUX An3paduyecKux 0cOOEHHOCTEl He
umeror. ¥ oria Matepu 6osbHoii K. 6b1in mogo6ubie
nu3paduyecKkre N3MEHEeHUs.

Status disraficus y 6ospHo# K. mpostBisiicst cie-
JYIOIUMEI 0COOEHHOCTSAMU: KPAHUOMETANUs, KOPOT-
Kag I1esl, HU3KUil pocT BoJoc Ha 1iee. [1oaBUKHOCTD
rOJIOBBI OrpaHuYeHa, 0COOEHHO B OOKOBBIX HallpaBJie-
HUSIX; OTPAaHUYEHA U TIO/[BUKHOCTDh HUKHEN YeJTTOCTH.
VY 601bHOI BBICOKME CBOJbI CTOIL.

HeBpoJsiornyeckuii cTtatyc UMeeT CBOM 0COOEH-
voctu. boibuas aktusHast. Cumrntom TopHepa ciea.
3pauKky U TJIa3Hble I[eJU PaBHbBI, BEKU CJIerKa MTO-
3upoBanbl. Peakiing 3paukoB Ha cBeT kuBad. [[Bu-
JKeHUs TJIa3HbIX A0J0K OrpaHUYEHbl BBEPX U KHAPY-
KU, OOJIE3HEHHDI, IBOCHHE [IPU KPANHUX OTBEACHUAX
rJIasHbIX 010K, KOHBEpreHIus: HapyIieHa, akKkOMO-
panus ociabsena. HucrarM ropusoHTaNbHbI ¢ po-
TATOPHBIM KOMIIOHEHTOM C JIBYX CTOPOH B KpailHUX
oTBeslenusix. [IpaBOCTOPOHHSISI reMUTHUIIeCTe3usT Ha
saite. TpuremMuHanbHbie TOukH Oe360/1e3HeHHbL. JIUII0
cumMerpuyHoe. Illym B ymax, Tos0BOKpysKeHUE.
diieMeHTHI OYILOAPHBIX HAPYIIEHWIT: OCUILJIOCTh TO-
Jioca; KpaeBble aTpoduy Ha A3bIKe; (PaCIUKyISIPHBIE
nojiepruBanus. [moTanue sKUAKON UM He HapyIiie-
HO, MATKoe He6o dhoHupyer HegocTaTouno. I[Ipucry-
bl IapecTe3uii B 06JacTU MPaBOil OJOBUHBI JIUIA
U MPaBOU PYKH, KOTOPBIE JJISITCSI HECKOJTBKO MUHYT
U TIPOXOAAT camMocTosTebHO. CyXoKuabHbIE ped-
JIEKCBHI ¢ KOHEeYHOCTel D > .S, 0K1BJIeHbI; OPIOIIHbIE
peduiekesl TopruHbL. KIOHYCHI CTOII € IBYX CTOPOH.
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HEBPOJIOIIA

MbimeuHsiii ToHyc 6e3 ocobennocTeil. Jlerkuii men-
TPAJbHBIN TpUTIAPE3 € MBIIMEYHON CUJION B HUKHUX
KOHEYHOCTSX U IpaBoii pyke 3—4 Gamna. Koopauna-
TOPHBIE TPOODI BBIMOJHSET € IUCMETPUEH, MHTEHIHEH,
MUMOIIOaZaHueM, OOJIbIlle BBIPAsKEHHBIMU CIIPaBa.
B mpobGe Pombepra BoipaskeHHass markocTb. OObeM
AKTHBHBIX JIBUKEHUN OrpaHuYeH B HIEHfHOM OT/ese
MO3BOHOYHMKA C YMEHBIIEHUEM IOABMKHOCTH KO-
poTkoil men. BosesHeHHOCTh MapaBepTeOPATbHBIX
TOYEK TPH MATBIIAIUHN B IIEHHOM U TPYIHOM OT/IEJIax.
IMOIMOHAIBHO U BEreTaTHBHO JTaGUIbHA. YMEPEHHbIE
MHECTUYECKHUE U KOTHUTHUBHBIE HAPYTICHUS.

IIpu Helponcuxoaoru4eckoM o6cae 0BaHuN
YMCTBEHHAst paboTOCIIOCOOHOCTh TOJOBHOTO MO3ra
6ospHOIT K. XapakTepusoBasach JETKO yTOMISIEMO-
CTBIO, OBICTPBIM HcTOIeHneM BHuUManus. Ocabie-
HU€ MaMsITU MPOSIBISIOCH 3aTPyAHEHNEM (DUKcaimm
U BOCIIPOU3BEJICHUS, T. €. B BU/Ie CHIKCHUS MOKa3a-
TeJiell KaKk KPaTKOBPEMEHHOM, TaK U JOJTOBPEMEH-
HOU TaMSATH.

B neBposornueckoit KIMHUKE TPOBEEH Psifl 10-
MOJIHUTETBHBIX HccaenoBanuii. [Ipu ncmosp3oBannn
HHCTPYMEHTAJIBHBIX METOA0B 00C/Ie/I0BaHUSI BBISBIE-
HBI CJIEAYIONHNE M3MEHEHUsT, KOTOPble HEOOXOAUMO
orMeTuTh. IIpu penmeenonozuueckux 00cie008aHUAX
wetinozo omoeia NO36OHOUHUKA 6 2 NPOEKUUAX — TIpa-
BocTopoHHuii cnonguies I crenenn; tena Cry—Cyq
CJIUTHI B €IMHBII KOCTHBIH OJIOK (KOHKPECIIEHI[UST).
Ocreoxonnpos Ci—Cqy. Ha Qynxyuonarvrvix cnom-
OUNOZpAMMAXx weti0z0 omoeia n0360HOUHUKA — KOH-
kpectiernus test Cpy—Cy/p, BeposiTHEE BCETO BPOXK/CH-

Puc. 1. Borpaskennast cooOTIaoNasicst BHY TPEHHSIST
rugponedanns n arpopudeckue sIBJICHUS B KOpe
rOJIOBHOTO MO3ra y 6obHOIT K.
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HOTO reHe3a. Ha penmezenozpammax uepena 6 2 npo-
eKyusix — yBeJrueHne pa3MepoB yepera, MpU3HaKu
BHyTpUYepenHoii runepren3uu. OcTeonopos3 CIMHKN
Typerkoro cemna. Ha cpedunioi cazumanvioii momo-
Zpamme panuosepmedparviozo omoeia — YTIOBbBIE
U JIMHEWHbIe MoKasaTeu 0oJiee XapaKTEPHBI JJIsT
TOTAAbHOI Oa3UJISAPHOI UMIIPECCUU.

[Ipu npoegenun MPT Ha Tomorpammax rojios-
HOT'O MO3Ta BU3YAJIN3UPYETCs 3HAYUTENbHOE PACIIIU-
penune 6okoBbiX, 11T 1 IV Kenyq0uKoB, 3HAUUTEIBHO
paciivpeH CUJIbBUEB BOAONpoBo. CytpacesispHast
UCTepHA KOMIIPEMUTUPOBAHA, Y€TKO HE MPOCIEKHU-
Baercda. Hamer Mo3zikeuka oTTecHeH KHM3Y. YeTKo
He BU3YAJIM3UPYETCs HUKHUIM MO3roBoii mapyc. Or-
Bepctusi Maxkauam u Jlhiomka orcyrcTByioT. Kon-
BEKCUTAJIbHBIE CyOapaxHOMIANbHBIE MPOCTPAHCTBA
criaskenbl. [unodus oTTecHEH KO IHY TYPEIKOTO
cemgra. Ob6pariaer Ha ceGst BHUMAHUE MHOTOKaMEPHOE
KHCTO3HOE pPacIIupeHue eHTPATbHOTO KaHaia CIIuH-
Horo Mosra 7o 11 MM Ha BU3yaJM3upyeMOM ypOBHE
no mnosBonka Cyqp. Ilonmepeunuk cnmHHOrO MO3ra
yromieH. OmnpenensieTcs: cpamienne mo3BoHKOB Cryy,
Cy 1 Cy. 3axiiouene: BbIpaKeHHAs COOOMIAIONIASICS
BHYTpeHHS Tunporedanus. CoueTanHas aHOMAJIN
Pa3BUTHS: CUPUHTOTUIPOMUEIUTHIECCKAS TOJOCTD,
anomasing Komnnens—®@eiing na yposue Cpy—Cyy
MMO3BOHKOB. DTH WM3MEHEHWs TTPOUJLITIOCTPUPOBAHBI
Ha puc. 1 m 2.

Iokasamenu snekmponeipomuozpagpuueckozo uc-
credosanus mayce umenu ceou ocooennocmu. Tax,
[pH CTUMYJIATINNA OGOUX JIOKTEBBIX HEPBOB JIMHAMHU-

Puc. 2. Anomanus Knunnens—®Deiins na yposue Cry—Cyy
MI03BOHKOB; aTPOdHsI BelecTBA FOJIOBHOTO MO3Ta
y 6oabHOiT K.



HEBPOJIOTVIA

Ka amMmianTys, M-oTBeTOB 1 CKOpOCTell IpoBejieHus
UMILyJIbCa He HapylieHa. [[pusnaku cuHXpoHU3aIuu
F-Bosn B Gosbineii crenenu cnpasa. [pu ctumyJis-
1y 6oJTbIITe6EepIIOBBIX HEPBOB TUHAMHUKA AMILIUTY/]
M-0TBEeTOB M CKOPOCTEW TPOBE/NEHUST UMITYJTbca HE
Hapymiena. Peructpupyercsas H-pediekc npu crtu-
MyJisiuu GOJbIeOepPIlOBOrO HEPBa CJieBa. DTH U3-
MEHEHUsI MPEACTABJAAIOT coO0il KOCBEHHbBIE JaHHbIE,
CBU/IETEJIBCTBYIONIME B T10JIb3Y UPPUTALIUU TT€PETHUX
POroB CIIMHHOTO MO3Ia Ha YPOBHE IIEHHOIO YTOJIIIe-
Hus, mupamMuaHol HemoctatouHoctn (H-pedmexc)
B JIEBOW HM’KHEH KOHEYHOCTH.

[To TaHHBIM KOTHUTUBHBIX BBI3BAHHBIX MOTEHIHA-
g0 (P300) perucrpupyercs yBejaudenue JaTeHTHOCTH
P300 1o 540—550 Mc. ITO CBUIETETBCTBYET O 3aMe/l-
JICHUM CKOPOCTU KOTHUTUBHBIX 11POIIECCOB.

Jannabre IIT ykaspiBaioT Ha AUCHYHKIHUIO TIIY-
6OKUX HeCTIEIU(PUIECKUX CTPYKTYP TOJOBHOTO MO3TA.
SOHAJIbHBIC PA3JINYUs CTJIaKeHBI, JOMUHUPYET dYa-
CTUYHO MOJLYJTMPOBAHHBIM TUITEPCUHXPOHHBINA O.-PUTM.
B orBer Ha (yHKIMOHATBHBIE TTPOOBI OTMEYAIOTCS
YacThle MapOKCU3MATbHbIE BCIIBINIKU O, 0-BOTH 6U-
JlaTepaJbHO TI0 BCeM OTBe/eHusIM. [le3opranmsans
OCHOBHBIX KOPKOBBIX PUTMOB BOJIHAMU O-/IMana3ona,
octpbiMu BostHamu. [pu PAT-ucciedosanuu ormeda-
eTcs cla3M apTepuoJi, apTepuii MeJKOTO JuaMeTpa,
MOBBIIIIeHNE TTepudepruyecKoro CoOCyaucToro comnpo-
TUBJIEHUS. 3aTPyHEH BEHO3HBIM OTTOK. Meskmmoury-
mapHas aMIuTyAHas acummetrpus (D > 5). Ilpn
Ix0-IC perucTpupyercss cMelleHHe CPeIUHHBIX
CTPYKTYP TOJOBHOTO MO3Ta CJIeBa HAIIPABO HAa 2 MM.
[Ipusnaku MHTpaKpaHUAIBHON TUIIEPTEH3UU.

Yaompaseyxosoe donniepozpaguueckoe uccredo-
8anue COCYZIOB IIeU U MaruCTPaJbHBIX COCY/IOB T0JIO-
BBI TTOKA3aJI0: BCE COCY/IbI TTPOXOUMBI, HAaIlpaBJeHNEe
KPOBOTOKA (PU3MOJIOTUIECKOE, ACUMMETPUST JINHENHOM
CKOPOCTH KPOBOTOKA 110 TO3BOHOYHOM aptepuu D > §
1o 30%. OTMevaioTcs MPU3HAKU YMEPEHHOI peruo-
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RARE NEUROLOGY.
A CASE OF KLIPPEL—FEIL CRANIOVERTEBRAL ANOMALY WITH PRONOUNCED
HYDROCEPHALIA AND ATROPHY OF BRAIN SUBSTANCE

I. A. GRIGOROVA, V. I. SALO, O. A. TESLENKO, L. V. TIKHONOVA

Modern scientific data about the pathology of craniovertebral anomalies are presented. A clinical case
of Klippel—Feil craniovertebral anomaly with neurological manifestations is described.

Key words: Klippel— Feil craniovertebral anomaly, dysrhaphic state.
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