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OCOBEHHOCTH HACJENOBAHUA
MAJb®OPMAIIHH KHAPU

Y pitbCRAA TOCY.1APCTBEHHAS MEAHIHHCKAA AKAAEMHA
I upoackas sanmHiueckas GoabHuua Ne40

: B HeBpOIOrn1ecKoil NPAKTHKE YACTO BCTPUAIOTCA
00MBHBIE C BPO’KICHHBIMH AHOMATTHAMM KpaHnoBepTel-
padbHOH 007aCTH. B 4aCTHOCTH, € MaTbGopManHAMI
Knapu (MK). MK sBIM0TCS BPOMICHHLIMH AHOMATHAMH
H NpOARIUOTCA OMYMICHHEM “€pe3 6OMBIIOE 3ATHLIOYHOC
orseperue (B30) KayIaTEHBIN OTIENO0B MOIKCHUKL H POM-
GOBHIHOIO MO3Id, YTO BBL3BIBAECT MOIKEUKOBLIE. CTBOIO-
Bbi¢ H JHKBOPOOHHAMIMECKHC paccrpoiictea. o BReape-

HHS METO1a MArHHTHO-PE30HAHCROI ToMorpadun (MPT).

FOJIOBHOTO M CMHHHOTO Mo3ra cuHTaioch, uto MK amna-
eTCsl OYEHb PEIKOH MATONOTHEil. Yemy Croco6CTBOBANK
OOBEKTHBHbBIE [MPHUHHLI, TPYAHOCTH KIMHWYECKOH JHar-
HOCTHKH H3-32 MOMMOPGHM3MA HEBPOAOTIMCSCKOH CHM-
NTOMATHKH H TPYTHOCTH HHCTPYMEHTa/IbHOR ANATHOCTH-
1. B nwactoamee BpcMA pAIOM OTEUECTBEHHBIX M 3apy-
OCAHBIN aBTOPOB ObL1a MNOKA3aHA BLICOKAA MACTOTa
BCTPEYACMOCTH 3TOH matosornu: y 1%-40% odcaeao-
BAHHBIN MJUHCITOB C HEBPOSIOTHYECKOR CHMITTOMATHKOM
{1.4.17]. Yuntemas HeboIbwoe KoIHuecTBO mybnka-
Ui, KACUOLIHNCS M3y4YeHHs FeHCTHKH aHOMauit pombo-
BHIHOTO MO'STA Mbl MPOBETH HCCACAVBAHMA MO ompede-
JeHo ocobeHHocTell Hacaexosanna MK.

MarcpHans! u MeToal. Pabota no uiyyenuso Ha-
caeposanus MK Gsina nposegeHa Ha 6ase  sUMHHKH
HEPBHBIX GONC3HEH H HEpOXHpypruu Ypatsckoil rocy-
JApCTBCHHOM MEQHUMHCKON akrageMuu u obaactHoro
MEIHKO-TEHETHYECKOr0 LeHTpa B 1994-1999rr. Mna BbI-
AB/ICHHA “[ACTOTHI BCTpeuaemocts MK 6bLu npoananu-
3upoBanbl AanHbie MPT kpakioBepreGpaThHOH 00NACTH
13500 nauMeHToB. HMMCIOWMX HCBPOJIOTHUECKYID CHM-
mroMaTHky. Bo Bcex cryuasx amarnoy namirma MK Oein
YCTAHOBJEH Ha OcHOBe AaHHBIN MPT.

B ycioBmax kmmHMkn 6bLI0 NPOBEAEHO MONMHOE
KIHHHYECKOE 00c/icnoBaHie 365 nausenToB (135 My». o
230 xeH.) B BojpacTe OT 14 10 62 f1€T ¢ pa3mrHLNMH
TunaMi MK.

A HCKTOYCHHA AOMOAHHTEABHBIN AHOMATHMA H
COM)y TCTBYIOWICH MATO/OrHH BCEM MALMEHTAM MPOBEACHO
HCCAC10BAHHE TOJIOBHOTO M CITHHHOIO MO3ra € NOMOLILIO
MPT ua romorpade Gyroscan TS5 ¢upmsr «Philips Medi-
cal Svstems». Ha ocHoBaHMH moay'eHHbIX daHHeIx MPT

KpanuosepTedpanbHoit 06:acT onpeacasncs run MK no
T.A. Axazosy [2]).

J1s wiydeHHA COCYRHCTOH CHMCTEMbl TOJOBHOrO
MO3M H HCKTHOMEHHA aHOMAIHil ¥ 75 mauMeHToB Npose-
JCHA MATHHTHO-PE3OHAHCHAs! aRTHOTPaHs HHTPAKpaH-
LATHHBIX COCYAO0B H BiHineBa Kpyra. a TaK »KC MarHCT-
panBHLIX cOCYa0B ronosel Ha tomorpage Gyroscan T35
NT ¢upmssl «Philips Medical Systems».

JL1s HCKTOMCHHA BPO/KACHHBIX aHOMANHA uepena,
KpaHHoBepTeOpaabHOil 001acTH 1 MO3BOHOHHKA BCCM
NAUMEHTAM MPOBEACHA KpaHHOrpagua 1 CNOHAMNOrpa-
(uA pasTHYHBIX OTAC;I0B MO3BOHO'IHKA Ha PEHTICHOB-
ckom amnapare Diagnost - 56 ¢upmm «Philips Medical
Svstems».

Tt HOIUMOMEHHS MATO0rHII XpoMocoM y S0 ma-
UHCHTOB C pasmHuHbiMy THnavn MK 6bi10 nposeacHo
OHMTOTCHETHYECKOE HCCICAOBAHIE (MCCICAOBAHHE KADHO-
THNA) Mo O6IENPUHATOR Meroanke [3] B 061acTHOM Me-
JHKO-TCHCTHUCCKOM LCHIPE.

Jns usyueHus ocobenHocteit nacnenosanns MK
HaMH O6b1n0 o6cacaosano 44 cempi Y 44 B3POCHBIX Na-
uxenToB (mpo6anaos) ¢ MK I u Il yunoe 6ein0 mposeae-
Ho obcaenosanne 88 poacreeHHukoB 1-0ff cTeneHH (po-
auteny, cubebl, aeti). Beem poactBexnnkaM 6buo mpo-
BCACHO MOJAHOC KIHHIMIECKOC HCBPONOTHYECKOE 00C:e-
noBanie. MPT roloBHOro H CIHHHOTO MO3ra. PEHITEHO-
rpadua yepena v no3BOHO'HMKA, 10 - UHTONEHETHUYECKOE
obcnenosaune. Ha OCHOBAHMH HECKONBKHX IPH3IHAKOB
(uamrme MK I nan 11 Tuna, cnprHrommeHH, AOMOMNM-
TeNBHBIX AHOMAHII UHEHTPAABLHON HEPBHON CHCTEMBL
KOCTEH “epena M Mo3BOHOMHIIKA) Ob1:1 HPOBEACH TeHeano-
ryyeckutii aHATH3 NO OOMIENPHHATBIM KPHTEPHAM, BKLO-
4Yas KAMECTBCHHBIH aHATH3 M KOTHMECTBCHHBIH QHAIM3 -
MeToa cuocos [3].

Y Bcex maumextos (mpobauaos) ¢ MK u y 88 poa-
CTBCHHHKOB 1-0if cTencHy ObL1 MPOBEACH AHAIH3 HATH-
Uit# BO3MOYKHBIX COMYTCTBVIOLUHX HACIEACTBCHHBIN 1a-
GoneBaHuii. H3yUEHHE UCPT IMOPHOHATLHOIO ANCMOP(O-
rexesa. [IpoBomLICS aHAAN3 JOMONHHTEALHBIX AHOMAIHH
HHC, a tax e i3yrenne KOCTHbIX AHOMAJHIl uepena
MO3BOHOMHHKL, CNOCOOHBIX IMPHBCCTH K YMEHBIUCHI{IO
obbema uepena, 0COOCHHO BMECTHMOCTH 3adHEH ucpen-
HOM sMmru. (3USA). [lna noaTBEP:KACHIA POAH KOCTHBIX
aHoManmmii uepena M KpaHHOBEPTEOpaabHOIt 00i1acTH B
obpazoBanun MK HaMR TPOBEACH aHANMH3 HEKOTOPBIX
PEHTTEHOTPAMMCTPHYCCKHN  MOKA3ZATENEH  (BEANHILBI
CATMTTANILHOTO pa3Mepa uepena, BBICOTbI JUSI. Hauminsg
GasnnapHoit uvmpeccuu ¢ perpodnexcueit «3yba» akcu-
ca). TlaTos0rM4eckHM CUNTAAOCH YMEHBIICHHE CariT-
TATBLHOTO pasMepa Hepena (MeHee 17.5 cM). yMeHbIIEHHE
BaicoTI 3WS (Menee 37 o). Hamuue 6a3MAPHOH HM-
npecCHH H peTpo(uIeKCHH «3y0i» aKCHCa € HAKIOKOM
K3aam (bonee yeMm Ha 15° OT BEPTHKANR).

PesyauTatii uw ux obcyxuennc. [lpu anammuse
JaHHsXx MPT kpanuosepteOpansHoit obaactu 13500
NAUBEHTOB C HEBPOAOrIMECKON CHMITTOMATHKON OTMEUa-
Aack oueHb uactaa serpeuaemocts MK I i I Trnos. ko-
TOopas Obl1a BBIABACHA y 330 mauneHToB (4% cayuaes).
Npn anamize pamibx 530 mampewros ¢ MK 1 1 I Tamos
Pa%IH4HOIO BO3PACTa Mbl 0OpaTHiM BHimMaHne, uto MK
yanie BCTpEYanach Yy >KEHIUHH, OTHOLIEGHHE MaLHEHTOB
MYXKCKOIO MOJIa K MAUHEHTAM ;KCHCKOro noja 6pLio xak
2:3.



B 1anpHeiflcM B CTAUKOHAPHBIX YCIOBHAX KTH-
HHIGt HAMK OBLTO MpoBeacHo noapobGxoc obcneaoBanme
365 vanuenTos ¢ pasusini THoamMu MK. Y 320 6onbHbIx
osL1a MK 1 Tuna, v 45 GonrHerx - MK Il THRO. mpHueM. y
106 GoabHbIx MK coveTanacs ¢ CHpHHIOMHEIMEH H Y 2 -
¢ CHpPHHTOOY MbONIEH.

Fipu MK | Tuna y naunedToB mMeEn0 MECTO Omy-
(WCRHC MHHAATHH MOAKEHKA Hivke ypoBiui B30 10 24 My
(8 cpeaHem 9.5+0.4 mM). Boavueix Gecnokoin Honn B
00;10CTH WCH W 3aTbUTKA, FONOBOKPYAKCHHA, HCYCTOIMH-
80CTb MpH xoabbe. Y wexoropsix nauxenros ¢ MK 1 thna
HEBPO.10T HMECKHE CHMNTOMBI OTCYTCTBORATH. B caytasnx
MK 1T tuna (6once cepbesHolt naroaorim) Habmoaanocs
ewe OOMLINCC ONYLUCHHC MHHIAAIHH MODKEUKA HHDKE
ypoBHs 530 10 31 My (B cpeanen 17.5+0.8 mu). a Tak
K€ CMELUCHHE NMPOJIONrOBATOrO MO3IA, HEPBA MO3AKEUKA H
CTPYKTYP 'ETBCPTOrO XKEMYJOUKA B KayAANbHOM Hanpas-

aernH. Kpome BolenepeuncieHHsIx %anob y 00 IBHBIX C.

MK 11 THRa BBLIBAANMCH IATPYJHCHHA FIOTAHMS, OCHI-
J0CTB F00CA, ¢1a60CTh B KOHEMHOCTAX, 4 B PAJe C.IyHACB
- H anKo? Mo Hovas. [IpH HAMICMM CONYTCTBYHOWEH CH-
PHHIOMHEAHH H CHUPHHTOOYIBOHH HMCIH MCCTO THTIM-
HBIC CEIMEHTAPHBIC HAPYWEHHA YYBCTBHTCIBHOCTH, 60-
A, MAPC3bl KOHCUHOCTLH, BEreTATHBHbIE PACCTPOMCTBA.
Y BCEX MAUHCHTOB. OCOOCHHO Y /MU C CErMEHTAPHBIMH
HAP\ LICHHAMH. BbUIB/ULTHCB MHO’KECTBEHHbIE MOP$0.10-
FHUCCKHC TIPOMBMICHHA OQH3IMODHOreHe A Kak BHELIHE.
tax u npi MPT ¥ peHTreHONOrHUCCKOM HCCIEI0BAHHIL,
MMpu anammie pnanHbx 365 nawsento ¢ MK 1 1 J1
THNOB Mbl 0OPATHIH BHHMaHKE. m0 MK 10BO.TLHO HacTO
BCTPCUANHCH Y MU, YbH POJIMTEIH OPOHCNOMIH H3 O1-
HOTO CeXil ILTN M3 JABYX PAOOM PACMONONKEHHBLIN H AJiH-
TEILHO CYLIECTBYIOUNIX CEN - TAK HA3BIBACMBIH «3HI0-
ramHbi» Opak poauteneil. Cpequ 203 B3pocibix nauu-
CHTOB, ¥ KOTOPBIX YJaNOCh BBIACHHTbL NAHHLIE O POAMTEC-
X, oKasasmock, ¥To y 60 13 162 naunexros ¢ MK I mma

POZMTENH COCTOSIH B 3HIOrAMHOM Opake - 37.0%52%

cmyvaee (P=0.95; aoBepHTe.BHBUI IHTEPBAD - 26.9-
44 4%). Cpean 41 namnenra ¢ MK I Titna (Sonee “revice-
1as NATO/0rKA) IHAOrAMHLLE 6pak pomurreneii 6buT BbIAB-
Jen y 26 - 63,07.5% crnyuaes (P=0,95; nosepuTcibHbIii
unTepBan - 48,0-78,0%). 3tu naHHme ybemire1sHO yxa-
1BIBAIOT HA POk HACNEACTBEHHBIX (DAKTOPOB IIPH BO3-
niknoseditn MK. Takxe snaoramusie Gpaki 103BOLIOT
ApC.IN0AAraTh HANMMHE B CCMBAX DIEMEHTOB HMOPHIHH-
A M ACCOP FATHBHOCTH.

Cpeans 365 nankentoB ¢ MK Ghuti BeLBASLIEHR
caeayomue 3a001€BAHMA, HMEIOIHE HAC/ICACTBEHHYIO
MPEAPACTIOONKEIHOCTE, MHTPEHD - ¥ 35 NauMeHTos, 3nu-
aencus - v 26, 6onesns [lemkera - y 1. xonapommcrpo-
(it - y 1., rayxonemora - v 2. cunapom Uleiiepmana-May
- Y |, MHACTEHMA - Y 2. HCPBHO-MBILICYHAA NATONOIUA - ¥
2. cunaposm ltypre-Be6Gepa - y 2, 6onc3us Pewmnray-
3€Ha - y 2 OonbHbIx. Kpome 370r0. mo mawuety MPT

CHHHHOIO MO3ra OMPCACIATHCHL KOIMOKOBAA KHCTA Yy | u.

MAEI0MEHHMHIOLE. 1€ MOACHHYHOrO OTACNA Y 3 NALMCHTOB.
Mo naHHBIM YJTBTPA3BYKOBOrO HCCNCQOBAHMA BHYTPCH-
HHX OpriHOB Yy 6 MAUMEHTOB OMPEAC/UIHCH AHOMAHH
novex M y § - BpOMUICHIBIE NOPOXH CEPALA.

Y naumenTos ¢ MK “acTo BeWBAATHCE COMyTCT-
sylongHe aHOMaMH. K 4acTo BBIABIAECMBIM AHOMATHAM
CKCJIEeT: OTHOCATCA KPAHHOCTEKO3, TOKAILHLIE THCILTATHH
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KOCTEii OCHOBAHHA ‘lepena (6a3HNApHAs KMIPSCCHA, L1a-
THOA31A). AHOMATHM IUCHHOIO OTAESIA MNO3IBOHOYMIIHKA
(accuMiutaums aTnaxTa, avomaimu Kummepnn u Kun-
neb-Peilnn). H3MCHEHIUT LUHPIHL MO3BOHOMHOFO KaHa-
13, PaCIICMICHHE IYAKKH MO3BOHKA, CKOMNO3LI ILCHHO-
TPYAHOTrO OTACIA NO3BOHOMHHKA, KH(JOCKORHO3hI.

Y nawieutos ¢ MK 4aCTO BBISABILAINCH AHOMUIHH
ueHTpAnbHOIE HepBHoif cucteMsl (LIHC): pavtuunbie Bu-
Ibl ruapoucda Hi JKeTy 10UKOBOH CHCTCMBI MO3ra, B TOM
HCIC H OKICTIOBHOHHAA, CHPMHIOMHENHA, ALOMATHH KO-
pbl H 30.CH TONOBHOTO MO3MQ, areHE3Ms MO3OAMCTOro
Te1a. AHOMAJIHH CTPOCHHA W aTpous MOobvkeuka. Pexe
BCTPCUAIHCH IHOMLTHH CTPOCHIA ey 0'KOBOIi CHCTe-
Mbl NONOBHOTO MO3ra. aTpoHA CNHHHOTO MO, CHPHH-
100y 10151, APANHOHIANBHBIC KHCTHI.

C yBenmuennem sbipaxeHHocTd MK or 1 thna ko
II yBemruBa1ach H 4aCTOT4 BCTPC'IACMOCTH PA3MAMHBIN
aHosmaTiii ckenera u LHC. Ocofoe umumanie oOpamaer
Ha cebs 3aBucumocTb. THIA MK K wacToThl BCTpEvacMo-
CTH CHEIYIOUNIN aHOMMTHA: OA3HAAPHOH HMOPECCHI,
nIaTHOAIHK, M3MEHEH I IMPHHB MO3BOHOMHOTO KAHAMA,
aHoManuu Knunneas-@eiind, aHOMAIHIE CTPOCHHA SKETY -
JO'KOBOH CHCTEMBI MO3M M areHe3uil MO30IHCTOro TeIa.
DTH QHOMAIHH BCTPETHAKCH Y naunerToB ¢ MK 1l Tina B
2,5-3 pas ualle MO CPABHEHHIO C MALMEHTAMH, HMEIO-
mumi MK 1 Tina. BeposTHo., comyTeraytomme aHOMaTHH
ckexera # ITHC umeror 3xauchue npH opMHPOBAHMH
MK.

Y 75 nausentoB ¢ MK npu MarxuTHO-
PE30HAHCHOH AHTHOrpa(hii ObLIH BLIABIICHBI MHOMOMHC-
JIEHHbIE AHOMATHH COCYAOB, B OCHOBHOM, COCYIOB Bep-
TedpobasitvapHoro 6acceina. ¥ 55 6oabusix ¢ MK 1 u-
na 6bL1a BRIABNIEHA CASAYHOWAA MATOMOTHA. 3AUHAA TPH-
$yprauns BHyTpeHseH coHuoili aprepin (BCA) ¢ oaHoit
CTOPOHBI ~ y 14 nauMeHToB, THNONAA3HA OCHOBHOH apTe-
PHH - Y 4, PYANMENTAPHAS TPHIEMHHLILHAS APTEPHA - Y
4. Y 20 6onbueix ¢ MK Il Tuna onpeaeisiiics aBycro-
ponnue 3aauue TpHbypkaunn BCA - y 4 naumextos,
OXHOCTOPOHHAA 3aauAR TpHypraums BCA - y 1, pyam-
MCHTApHAN TPHIEMHAHAJILHAN apTepHa - ¥ |, runomiasus
OCHOBHOH apTepHK - y |, OQHOCTOpOHMAA AYILTHRKALMA
SRAHEH MO3roBoi aprepuu - y 1, nepeansas tpudyprauns
BCA -y 1 6oabnoro. Taxum obpasom, mpu MK II Tima
(rpybo BbIpOXKCHHON MATb(OpMaLHH) HaOmozaloCh H
Hardne 6onec BLIPAKEHHOII NATONOIHH COCYJOB BEP-
TCOpOOAIMMAPHOR CHCTEMBl - JABYCTOPOHHEH 3amHeH
TpHdypraun BCA. yro 00ycnaBauBano 3HAMHTCABHBIN
NEPETOK KPOBH M3 KAPOTHAMBIX HacceiiHoB B BepTedpoba-
SHAAPHBIT Gacceifn. DTH AaHHBIE MOATBCPRAAIOT (aKThI
HEAOPa3BHTHA COCYIHCTOH ccti BepTebpobazuasproro
faccciina, .

Jns yTouneHus ocobeuHocTeli nacncaosams MK
Hamu ObLTH 06cmeaoBansl 44 cembu. YV 44 B3pocasix na-
wienToB ¢ MK I 1 I Tunos 6bL10 poBeacHo oHcaenona-
Hue 88 poacrsenHukam 1-off crencum. Ofcneaosanue
OGMM3KHX POACTBCHHUKOB B G CeMbsN ObLI10 MPOBELICHO B
TPEX MOKONCHHAX, B 32 CCMBAX - B ABYX NOKOJCHHAX H B
G ceMbAX - B OAHOM nokocuuH (06¢cneroBaHie CAOCOB).

[IpH reHeanoriricCKoM aHANM3EC MO NPM3HAKY Ha-
awuma MK B GonbuiHHCTBE ceMei Obl/ul BLIABIEHDI “CT-
KHC MPH3HaKH Hacacaosauita MK I THna B AByx nan Tpex
nokoncHuax. M3 38 cemeit, rae o6cnenosanne poacTBeH-



HHKOB ObIMTO NPOBCAEHO B HECKOILKMX MOKOJEHHANX, B 28
ceMbAx HAOMOJANOCH HACIEJOBAHHE MO BCPTHKATH -
73.747.1% cayuae (P=0,95; 10BepiTeNbHbIT HHTCPBAT -
39.8-87.6%). OTMmeucHa oueHb HacTan BbuBIseMocTs MK
y Bamxafiumx poacTBCHHHKOB no IaHHeiy MPT. Tlpu
waur MK 1 mina v npo®anaos, poACTBCHHMKH 1-oit

CTCNEHH HMCIH CXOAKHE, HO MCHBIIME MO BEIH'MHHE AHO-

st B 50% wadmoaeHuit. a npy vanrmn MK I tuna y
I(poBanI108. Y BCEX POICTBEHHHKOB 1-0il CTENCHH BbIAB-
ey MK T THIO, TR ke MeHbLuel BeIDOKCHHOCTH. Y
BCEN 3THX POICTBCHHHKOB GBUIH THILHMHBIE KA.I00BI H
cumnromsl. [Ipi 06¢1€10BaHHH POACTBCHHHKOB I B
oAHOM ciy4ac He Oblta obHapyxena MK I tima i
CHPHUCOMHE NS, TO SCTh HE ObLTO BBIABIACHO MPH3IHAKOB
HAAPAMOrO  HachenosaHnd. [TOBBULEHHOC KOAINICCTBO
nPICHAKOB MNMOPHOHAILHOrO AicMOpdoreHesa 6bi0 Bbl-
MBICHO 11V POACTBCHIIMKOB, KOTOpbIe He Myean MK
Haati Obt1 mpoBeASH 1HATH3 BOIMONCHOrO THMA
nacacaoBanun MK no meroxy cubeos. ¥V 25 npobanaos
0K114710Ch 22 MOPAXCHHBIX cuOCa H 5 HEMOPARCHHBIX.
MopaxcHubie cudebl cocTasin 81,527,5% cmyracs (npu
P=0.95; 10BepHTCabHBIH HHTEPBAT - 66.8-92,2%). Heno-
paskcHHbie CHOChl  cocTaBiti  18,5%75%  BBIGOpKH
(P=0.95. aoBepureasHbni HuTCpBan - 3.8-33,2%). Coot-

HOLUCHIA MOPA’KEHHBIN H HEMOPAXKCHHBIX cnbCcoB He €o-.

OTBETCTBYET MOHOICHHOMY HACIEAOBAHHIO.

Y npobanaos si ux poacrBeHHukoB ¢ MK Hmenn
MECTO CNOHBIE AHOMAJIMH UEPEMA, NO3BOHOUHHKA H
HC. vro noIrsep:KiacT AaHHbIE CNELHAIBLHOIN JIHTCpa-
Typel 0 adMOpnoreneTHueckoit mpupoae MK. INaunex-
T ¢ MK mo'mir Bceraa mMenn COMyTCTBYIOLIHC QHOMA-
JHK 'ICPena. MO3BONOYMHMKA M JIpYTUX opraHos. Hamu
IPOBCACH AHAINY HATTHMHA KOCTHBIN aHOMATHIA epena
KP:IHHOBEPTCOPI.IbHOTO  CO'LICHCHHMSA. CMOCOOHBIN NpH-
BECTH K 00paoBannx MK: YMCHBIIEHIIC CATHTTLILHOTO
paiMepa uepena. YMCHbUICHHE BbICOThI 3YSA, Hamrine
GA3MPHOIT HMNpeccHy i petpodriekcHn «3yBa» akcuca.
[podaHasl. KAK NpasKI0. MMeNH Go0Mee “aCTOC HAMHYHE
ITHX KOCTHBIX AHOMATHIL. Yem HX 6MwKaiilne poacTBeH-
uuky. Boasuete ¢ MK Il Tvna imeau B cpeanem 1.8 ta-
1GIX MATLHOPMAUNIT, 2 HX POACTBEHHHKH 1-0if CTEncHH -
1.1 Taxmx avomanuii. Y poactBeHmmxos l-oif crencHu
YMCHBIUCHHE CATHTTATLHOTO PA3MEP:l MEPEna, YMCHbLIE-

HHe BbICOTHI 3YSI 1 HATrMHE OA3ILIAPHOH MMMOpecCcHH C’

perpodinexcreli «3y0a» aKCHCA BCTPETHIIHCH COOTBETCT-
BeHHOo B 46.215,1% cayuaes (P=0.95. noscpuTensHLii
HuTcpsan - 36.4-56,4%), B 60,0+5.1% cayuaes (P=0.95;
nposepuTenbHbhi HHTEPBan - 50.0-70.0%). B 41.3+5.0%
cnyuaes (P=0.95; JoBepHTemabHBIt HMHTEpBAm - 41.5-
51.5%). Taxum o6pa3’oM. COOTHOIWICHHE HAMMMHA 1 OT-
CVTCTBHA TAKHN KOCTHBIX AHOMATHI V POACTBEHHHKOB
62110 K OTHOWEHMIO |:]1. YTO HAMOMMHAET COOTHOLUE-
HHC aYTOCOMHO-IO0XHHAHTHOTO HacneaoBaHusa. [lpose-
ACHHBII FEHCAAOTHHCCKHHA QHAIN3 CEMEHHBIX CTyUaeB no
[IPH3HAKY HATIMMA KOCTHBIN aHoManHi AAST BO3MONK-
HOCTb MPEANORATATL, UTO. NOTA HACICI0BAHHE KOCTHBIN
AHOMAAHI “iepena M MO3BOHOMHHKA, CHOCOOCTBYIOLHX
BO3HHKHOBEHIIO M. HMeeT, BEPOATHO. AyTOCOMHO-
JAOMMHAHTHBIH NAPaKTCp, MO HE3aBHCIMOC pacmpenene-
HHE JITHX AHOMAIHK K MX PasIMMHbIC COMETAHHA MpHAa-
10T MK My IbTHHAKTOPHATBHBIA XapaKkTep.
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TIpisHake An3dMOpHOrenesa y 60sHbIX ¢ MK ¢
HATITIHE CeMEITHBIX ClyHAcB 3TOH MaToNOrHH Ja1H Ham
OCHOBAHHE NpoCneanTs HaciezoBaxine MK. Hcnoneiys
BO3MOXKHBIE METOAB! HCCIEIOBaHMsA. B 00;1aCTHOM McIu-
KO-TEHCTIYECKOM LCHTPE OBLNO MPOBEAEHO UHTOTrEHCTH-
YCCKOE HMCCICAOBAHHE V 30 MIUUMCHTOB C PA3NAHUHBIME
THnamu MK, 5O HH y OOHOTO I3 HHX HE OKA3AJ10Ch Xpo-
MOCOMHO#M MaTO.IOrHH.

MK - rpynna aHoManuit pa3BurHA poMOOBHIANOIG
MO3rA, 3THONOMMS KOTOPhIX He scHa [15]. Kraccuueckue
manb(popuaumy, onucayblie Chiari H.. oberiHo 06cyx-
natorea BMecte [5.9.10.16). CumTia10Ch, YTO ICHETHYe-
CKAA IIPCAPACMOIMKEHHOCTh HMCCT 3HAYCHHE B 3THOMO-
riun MK [ THna. KoTopan 4acTo COMETACTCs C ACfICKTaMH
HepBHOH TpyOky [12.20). B TO ke BpeMsi CHHTAIOCH. ‘ITQ
MK I THna BOHUKAET CMOPAAHUCCKH CO C.TyaliHBIM No-
pKeHNeM HepBHoii 1pyOkn. B paforax noanumacrtes
BOMPOC, ABIAKOTCA JiH 3TH 32001EBAHHA COEKTPOM OIHOI
NATONOTHN MM MPEACTaBLOT COOOM PasAHUHBIC 06wm-
HOCTH C aKLUECHTOM HA FEHCTHUECKYHO MpPEeAPACMONONKEH-
HocTh. Bo3aciicTeiie repcasrapupix paxTopoB Noarsep-
*aactea vacthim coderanneM MK II Thna co spina bifida
[12]. B MirpoBO#i AHTCPATYPE HMEKOTCS CBEEHUSA O BblB-
aexHun MK y 6oashsIx ¢ TpucoMisaau {7].

B nlapyGeHoii JHTEpPATYPE HMECTCH HECKOJIBKO
COOOTLCHHIT C OMHCAHHEM €AHHHMHBIN CEMEMHBIX Cy'1aeD
MK ¢ mpeanoaaraemMbiM ayTOCOMHO-IOMHHAHTHBIM LUK
AyTOCOMHO-peueccHBHbIM HacaeaoBanueM. Cona F. el al.
[11] ncpBhie mpeanonoiAH CEMEHHOC MPOHCXOKACHHE
MK fpu onmucaHHH CEMbH, B KOTOPOH ObLnn 06Cne10BaHb
17 unexos B Tpex mokoaenuax. Stovner L.J. et al. {19]
onucamn cyutecrsoBaine MK | THma v MOHOZHIOTHBIX
onusHeuoB u ux matepy. Cavender RK. and Schimidt
J.H. [8] onucann MOHO3HPOTHBII tpunier ¢ MK. Kou-
KOpAAHTHOCTB Nno MK y MOHOSHIOTHOrO TPHIJIETA NOBO-
PHT O BBICOKOH BEPO#THOCTH HACICIACTBCHHOIO NPOMC-
xoKIeHHd. K omy0IHKOBAHHBIM ceMeiiHbM cayuasm MK
oTHOCATCS Tak ke paborel Hemman MLD. et al. [14] ¢
omucafiveM asyx cubcoB ¢ cummromartirieckoi MK 1
tina u Gripp K.W. et al. {13] onucannem MK y asyx
OpaTbCB OM3HCLOB H OTLA B COMCTAHMH C AYTOCOMHO-
JOMHHAHTHO croHaunoanum3apHoii ancnnazmued. Al-
kinson J.L.D. et al. [6] onucanu cemeiinbtit cayuait MK |
THIIA ¥ POACTBCHHNKOB B JABYX INOKOTIEHHAX - MOHO3HIOT-
HBIE CECTPb! ONH3HELb! M JOMb OAHOI U3 CecTep.

Haubonec mnOMHBIA AHANHI CCMEHHBIX CTy4aCB
MK 6bL1 MpoBesEH AMCPHKAHCKIIMH HEHPOXHPYPraMu H3
Hewo-HMopka Milhorat T.H. et al. [17), xoTopsie mposc
aHann3 podocioBHeIX 21 cemsH. rac mpobaHmom ObLl
natgcHT ¢ MK [ Tina. Tlpu 3T0M aBTOPBI BBUIBIUIH NpH-
3HAKH AyTOCOMHO-AOMHHAHTHOIO, 2 TAK € 3yTOCOMHO-
PELCCCHBHOTO HACIEAOBAHMA, OAHAKO, HC HCKIHOUAs, “TO
CCMCHHOE HaKOMNeHHe 3THX Matbdopyaunii cornacyercs
H C APYTHMH TONKOBAHMAMM. BKIIOMAIOIMMH Heblaro-
NPHATHOE BAMAHHE CPElb! If CopaaHueckue cayyau. O6-
Clle10BaHHe OHM3KIIX POIACTBCHHHKOB B  ONMHCAHHBIX
CCMBX MOKA3AN0. YTO BBIABICHHE ONYIUCHIUi MHMIATHH
MO3xeuka Hipxe B30 AB:1eTCA HE TAKOH VK PEdKOCTHIO.
KAK NPEANONaranoch paHee, MTO BbI3bIBACT MHOIO BOMPO-
COB. KACAOIUHXCA TEHCTHKH 3TOro 3a60:1eBaHMA.

Hasecto coucranne MK ¢ aHOManmMAMH KocTeil
kpannoseprebpansroii  obaacty  [11].  AyrocomHo-



AOMNHAHTHOC Haciedopanue MK I mima coucrtaiocs ¢
OKLHNHTA.LHOIi JUCMIA3HeN y “WIEHOB OQHOH cembh {11]
H C YKOPO'IEHHMCM Y€IIYH 3AThLTOMHOM KOCTH - y MOKO3H-
roTiibix GiMsHELOB apyroit cembh {19]. Nishikawa M. ct
al. |18] nposenn cpapHMTCNbHBI aHaTH3 MOP(ONOTIE-
cKHN aHHbX 3US1 y 30 cnopaamieckux cayuacs ¢ MK |
THNZ 1V 50 AL KOHTPOABLHOM rpynnul. PesynasrarTel mc-
CICA0BAHMA NOKAJANH, “ITO HEAOPA3BMTHE 3aTBUIOMHON
KOCTH ADMBO/IMT K MEPCHANOHEHHIO CTPYKTYP 3USIL. 00-
pA3OBAHHIO MPLDKH POMOOBHIHOIO MO3T: C ONyMICHHEM
more b30. B padore Atkinson J.L.D. et al. {6} ncnaerca
JICTIOMCHHE ¢ (IPCANONOXKEHHEM. YTO HEAOPA3BHTHE 3a-
THIIOMHOM KOCTH MOXET ObITh YRHBCPCAILHOI NPHUIMON
a1t MK | THIa CO CNOPAMMUIECKHMH H CEMEHHBIMH NPO-
aBacHivtMui, Taki 00pa3oM. BCPOATHO, YTO CMEMIEHHE
BHH3 MO3:€'IKA H OPOJONTOBATOrO MO3ra BO3HHKACT BTO-
PHHIO NO OTHOMCHHIO K NEPBHMHBIM AHOMAIHAM KOCTEH
H NPAIUEH, 4 HC CBA3AHO C NMEPBHMHBIMH HAPYLIEHWAMH
IMOPUOIOTHYECKOrO PA3BHTIA.

[Mony4cHHBIC HAMH JAHHBIE MOrYT YKA3RIBATH Ha

TECHYH0 FEHETHUECKYIO CBA3b THNa MK c Benuenepesmc-
NCHHBIMH AHOMATHAMH H NOATBEPXKAAOT Paxt, yro MK
AB/LICTCA COCTABHOH “ACTbI0 3MOPHOHANBHOFO AHCMOp-
jorenesa.

[pu aHaaM3e NOMYUCHHLIX HAMH QAHHLIX BEAABNC-
Bl MPU3HAKH MY.IbTHHAKTOPHAILHOTO XapakKrepa Hache-
nosanHa MK:

| Bbicoxas 4acToTa BCTPEACMOCTH NATONOT .

2 Pa3nuyne B NOPKCHHM MYKMHH H IKEHILHH.

3.BbICOKAA HACTOTA HALIMHA 3HAOTAMHBIN OPAKOB
poanTesieh mpobanaos ¢ MK.

4.Bbicokas 43CTOTa COMYTCTBYIOMMN aHOMANIMii
ckeaera, LTHC u cocy10B ronosHoro mMosra.

5.B ceMpax y poacTBCHHIKOB 1-0ii cTeneus Guuia
BLIBJICH] MATONIOTMA, CXOAAA C naTtojormeii mpofamaa
(MK I Tvna), HO MCHBILIAsA NO MPOABACHHAM.

6.Pacnipencnenne MK y cubcos (MeToa cnbeos).
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