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Masa 11. BPOXAEHHbLIE AHOMAJNTUWX. CUPUHTOMUENUA

BpoxxneHHble aHOMaINK — HEOOpaTUMbIE, CTPYKTYpHBIE 1e(EKThl, BOZHUKILINE B
pe3yibTaTe HapylIeHUs HOPMAJIBHOTO Mpe- WINM MOCTHATaJIbHOTO pa3BUTHs. THIIBI
MaJb(OpMALK OTIPEIEIIIIOTCS BPEMEHEM BO3JIEHCTBHS U €0 NPOJIOIKUTEIBHOCTBIO.
Bo3MOXXHBIMU TPUYMHAMH @aHOMAIUH MOTYT CIY>KUTh TeHETUYECKHE 1e(EKThI, BHY-
TpuyTpoOHas MH(MEKIUs (TOKCOIIa3Mo3, cU(UINC, KPacHyXa, UTOMETAIIOBHPYC,
BUpYC npocToro repreca, BUY), nekapcTBeHHOE Bo3AeiicTBHIE Ha 1101, O0Iy4eHHE Ha
PaHHHX CTaAUSIX OEPEMEHHOCTH, PELHANBUPYIOIIEe MaTOYHOE KPOBOTEUEHHE, TUA0ET,
3no0ynorpebiaeHue ankoronaem u ap. Hapymenune pa3BuTus HEpBHOW CHCTEMBI 4acTO
COIIPOBOYKAAETCS AHOMAIIMSIMU KOCTHOM CHCTEMBI M KoxkH. HemonHoe 3akpeiThe Kpa-
HUAIILHOTO KOHIIA HEPBHOW TPYOKH MPUBOIUT K aHAHIIe(aIu (JIeTaabHbIH gedekT)
unu MeHuHrosHueganonesne. [ledexTHoe 3aKpbITHE KaydajJbHOH 4acTH HEPBHOI
TpyOKH 00yCIIOBIMBAET pa3BUTHE MEHUHTOMUeomene. [IpenaraiabpHast TuarHocTHKa
9TUX HApYLIEHUH BO3MOXXHA C IIOMOILBIO YJIBTPa3BYKOBOIO UCCIIEIOBAHUS.

11.1. AHOManum ronoBHOro mo3ra

JInccanuedanus (arupusi) u maxurupus. [Ipu mucconnedanuu (rped. lissos —
JIaJKUi) Kopa OOJBIIOr0 MO3ra MMEET OYeHb Mall0 M3BWIMH WM OHHM BOOOIIE
OTCYTCTBYIOT. [Taxurupus (rped. pachy — TOJNCTBIN) — MajI0€ YMCIIO U3BIIINH, KOTOPHIE
HEOOBIYHO IIUPOKU U UMEIOT HEJOCTATOYHO OPraHW30BaHHOE cTpoeHue. KnmHuuecku
OTMeYaeTcsl MBIIIEYHAs] THIIOTOHHUS, CMEHSIONIAsICS CIIACTHYECKUM TeTparape3om,
BO3HUKAIOT MPUTIAJIKH, TSDKEAs 33IepyKKa YMCTBEHHOTO Pa3BUTHS, MUKpoIiedausl.

HMomumuxporupus. [Ipu 310t popme maronoruu nepedpaibHas Kopa noxpaszie-
JieHa Ha OOJIBIIIOE YMCIIO OYEHb MAJIEHBKUX CKIIAZOK, U €€ MMOBEPXHOCTh NMPHHUMAET
BUJI CMOPLIEHHOTO KamuTana. Habmionarorcest yacTele MpUMaAKy U TsDKeTask 3aepiKKa
pasButusl. [Ipunaaky 4acTo pe3ucTeHTHBI K AHTUKOHBYJIbCAHTaM. JIByCTOPOHHSISI TIOJH-
MHUKPOTHPHS ONEPKYISPHOI 00JIacTH MPOsIBIAETCA NCeBAOOYAbOapHBIM CHHAPOMOM
Oya-IllaBanu—Mapu. B omiure ot Jpyrux BapuaHTOB MICEBA00YIbOaPHOTO CHHAPOMA,
IIPA STOM CUMITTOMOKOMIUIEKCE OUeHb PEIIKO HAOIIFONaeTcss HAaCHIIbCTBEHHBIH CMEX.

KopTukanbHasi Aucniiasus XapakTepu3yeTcsl JIOKaJbHOW aHOMajHed KOpHI B
BH/IE THTAaHTCKUX HEWPOHOB M aCTPOIUTOB W XaOTHYECKOTO PACTIPEAEIICHHS CIIOEB.
[TonoOubie HapymieHus, BoisiBIseMble Ha MPT, ciykar npuuMHON NMapUUalbHBIX
SMWICTITUYECKUX TPHUIIAJIKOB, MHOKJIOHUH, JIETKOTO T'eMHIIape3a, KOTHUTHBHBIX
HapyIICHUH B JJIETCKOM BO3pacTe.

AreHe3usl MO30JIUCTOTO0 TeJa MOXET ObITh YaCTHMYHON WM MOJHOH. OOBIYHO
OTCYTCTBYET 3aIHS YaCTh MO3OJIMCTOTO TENA, TAK KaK POCT €T0 MPOUCXOIUT CIIepPeTH
Ha3aa. JlaHHble 0 4YacToTe JedeKTa HIMPOKO BapbHPYIOT. Swayre u coart. (1990)
cpemn 7000 MP-Tomorpadudecknx MCCIETOBAaHWNA BBISBUAJIM TOJILKO 5 CITydacB are-
HE3UHM MO30JIMCTOTO Tena. ATeHe3usi MOXKET OBbITh M30JMPOBaHHBIM AedexToM mbo
coderatscs ¢ Apyrumu anomanusmMu [THC u unbIX opranos. [IpuauHoit anHomMamuu
SIBIISIFOTCSI TeHETHYECKHe Te(heKThI Win MeTadoanyeckre HapymeHus. Koraa arenesuns
COUETaeTCs C U3MEHEHHSMH CETYaTKH, aHOMAJIMSIMU TO3BOHOYHMKA, MUKpoLedaueil u
MJIaJJeHYeCKIMH CyI0OpOTaMH Y JIEBOYKH, TOAOOHBI CHMITOMOKOMITIIEKC Ha3bIBAETCS
cunapomoM Aiikapau. Cunapom lanupo nposiBisieTcs TUoTalaMU4ecKoi TuchyHK-
LM€eH, B YaCTHOCTHU runotepmuei. M3ompoBaHHas areHe3ust MO30JIMCTOTO Tela MOXKET
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MpoTeKaTh OecCUMNTOMHO U oOHapykuBarbes ciydaitHo mpu KT u MPT. Onnaxo y
2/3 GONBHBIX UMEETCS SIHJIETICHs, a y 1/2 00HapyHBAeTCsl CHUKEHUE WHTEIJICKTA.

opaunedanus (rped. porus — I6Ipa) MPEATIoNaracT HaTMUKe OJHON MITH HECKOIBKIX
nosiocTedl B OOJIBILIOM MO3re, MPHOOPETEHHBIX TM0O0 BHYTPUYTPOOHO, MO0 B paHHEM
[IOCTHATAJIBHOM Ieprozie. Takue Mopa)KeHWs MOTYT BO3HUKATh BCIICACTBHE TPABMBI,
uH(EKIMH, KPOBOM3IMAHKS U 0co0eHHO Hiemun. [lopaHnedaniyeckue KUCThI Hie-
MHUECKOW 3THOJIOTUH OOBIYHO PacHoNOkKeHbI B OacceiiHe cpeHeld MO3TOBOM apTepuu
(ipu omHOCTOpOHHEM TopaxkeHnH B 80% cityuaeB oHM pacnionaratorcs ciesa). [lonobnas
WILEMHS] MOXKET OBITH CIISACTBHEM HETIPAaBUIIBHOTO Pa3BUTHSI COCYIIOB, MX Clia3Ma (HarpH-
Mep, IIPY IPHEME MaTepbi0 KOKauHa), SMOOINYECKON OKKIIIO3UHU COCY/a INTAalEHTapHbIMU
¢parmentamu mm Tpomboza npu aeruaparanuu u [ABC-cunnpome. Ilopannedanus
BCET/Ia MPEeAToNaraeT Coo0IIeHHe ¢ Cy0apaxHOUIAIbHBIM IPOCTPAHCTBOM, @ 9acTO — U
C JKEJTyIOYKOBOM CHCTEMOH. BonmbIMHCTBO mopaHuIehaaInIecKux KUCT He Hy>KIaeTcs
B JIGUCHMH, HO MHOT/Ia OHM PACIIUPSIOTCA U BEAYyT K MOBBIIICHUIO BHYTPUYEPETHOTO
JIaBJIEHUS N3-32 00pa30BaHMs KITallaHHOTO MEXaHI3Ma, IIpensaTcTByomiero ortoxy LIC)K
13 KUCTHL. B Takux cimydasx HeoOXoauma IIyHTUPYIOIIast ONlepariysl.

Muxpouedanus. [lepsuanas muxponedanus spisiercs 1epeKToM pa3BUTHS U
4acTO COYETAETCS C IPYTMMH aHOMAaJIMSAMU MO3Ta (arupHs, areHe3usi MO30JIHCTOrO
Tena u ap.). Bropuunas mukponedanus oOycloBIeHa THIIOKCHEH, BHYTPHYTPOO-
HOW MH(GeKIreld, XpPOMOCOMHBIMH aHOMAJIHMSIMU U KPaHHOCTEHO30M. KinmHudecku
MUKpole]anis MposBIsSETCS 3aJepKKOH MCUXHMUECKOTO Pa3BUTHUS, MPUMAAKAMU H
CIIaCTUYECKUMHU Nape3amMu. Mukpouedaius — CUMITOM MHOTOYHCIICHHBIX BPOXK/IEH-
HBIX HACJICACTBEHHBIX OOJIE3HEH.

Mennnro3nuedasonese. LlepedpanpHple TPHDKH BCTPEUAIOTCS MEHEE 4acTo,
YeM CIMHaJbHBIC. B MOJOBHHE CilyyaeB MMEETCs! COMyTCTBYIOIIAsl TUAponedanus.
Comarnueckue ypoacTBa Takke yacTbl. [Ipn HCTOHUEHHH CTEHOK IPBIKHM BO3MOXKHBI
ucreuenue [{CXK u paszButue meHuHruta. [Ipu mMaieHbKUX IpbDKax, KOTOpbIE HE
cofiepKaT TKaHb MO3Ta, OKAa3aHO XUPYPIHUUECKOE NCCEUEHUE U 3aKPBITHE KO)KHOTO
nedexra. [Ipu rpepkax, KOTOpbIe cofepXKaT TKaHb MO3ra, OCOOSHHO MPHU UX OO0Ib-
oM o0beMe, MPOrHO3 JaXKe IPU XUPYPrUYecKoM JiedeHHH Tuioxoil. Mcxon Oonee
OnaronpusATeH MpH MEepeIHUX, YeM MPHU 3aJHUX, MO3TOBBIX I'PBDKAX.

Maaspopmanuu Kuapu npeacrasistor co0oii IUCTeHE3UI0 MOKEUKA B COYETa-
HUH C IIUPOKUM KPYTOM aHOMAaJIii pOMOOBHIHOTO, CPEIHETO U MEXYTOYHOTO MO3Ta.
BrimensioT HecKoIbKo THIIOB ManbdopMmaruu Kuapmn.

Manvghopmayusi Kuapu I (e3pocawiti mun). Hanbonee dacras ¢opma aHOMaui
MO3KeUKa. DTOT CHMIITOMOKOMIUIEKC MPE/ICTABISAET OHO- WIIN IBYCTOPOHHEE OIMyIIe-
HHE MO3KEUKOBBIX MUHIAJIMH Yepe3 O0JbII0e 3aThIIOYHOE OTBEPCTUE B TO3BOHOYHBIH
KaHaJl. DTOMY MOXKET COITyTCTBOBATH Kay/laTbHOE CMEIIEHHE POI0JTr0BaTOro MO3ra.
Hepenxo sxTonust MUHAAINH MO3XKEUKa COYETAETCA C CHPUHTOMUENINEN H aHOMAJIH-
SIMH KpaHHOBepTeOpanmbHOTO mepexona. BakHeWMM 0OCTOSATENBCTBOM SIBISACTCS
TOT (haKT, YTO KIMHUYECKHE MPOABICHHUS BOSHUKAIOT TOJNBKO HAa 3—4-M JecsaTuie-
TUU KU3HU. He MeHee BakHO, 4TO KIMHUYECKH aCUMIITOMHAs 3KTOMNMSI MUHAAIUH
MO3KeuKa He TpeOyeT JieueHus], SBIAsICch ciydaiiHoi Haxonkod Ha MPT. HactoTa
KJIIMHUYECKNX CUMIITOMOB ITOPaXCHHUS HEPBHOW CHUCTEMBI IIPEACTABICHA HHUXKE.

Kak u npu npyrux mporieccax, nopaxaromux HepBUKO-MEIYIIISIPHBIN Hepexo,
ipu anomanuu Kuapu I Hepenko HabIomaeTcss «HACTArM, OBIOIIIHIA BHU3Y.

Hannune HapacTarommx 04aroBbIx CUMITOMOB (MO3KEUKOBBIX, CTBOJIOBBIX, CIIU-
HaJIbHBIX ), & TAKXKE TUAPOIe(haIUN — IOBOJ K 00CY)KICHHUIO TOKa3aHUI CyOOKIIMITH-
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Ta6nuuma Yacrora cumnromoB npu anomanuu Kuapu I (mo Paul u Jye, 1983, ¢ n3me-
HEHUSIMH)

Cumnmomoi Ipoyenmut
TomosHast 60716 34
Bonb B miee 13
OmnosiceIBaroIIMe 00K B pyKax HU/WId HOrax 11
Cnabocth (Kak MUHHMYM B OJIHOM U3 KOHEUHOCTEN) 56
OnemMenne (Kak MUHIMYM B OJTHOI N3 KOHEYHOCTEH) 52
[oteps GoneBoif U TEMITEPaTyPHONW TYBCTBUTEIHHOCTH 40
INomareiBanue 40
Topu3oHTANIBHBIM U/WJIM BEPTUKAIBHBII HUCTATM 30
Juruonust 13
Hucdarus 8
Prora 5
Juzaptpust 4
T0N0BOKpYKEHUE 3
I'myxota 3
O0OMOpoKHu 2
OuneMeHue JINIa 3

TaJLHOH JieKoMIpeccru. B momo0OHO# cuTyarn HeoOX0M Cyry00 WHIUBHTYTbHBIH
MOX0J], YTOObI M30ekKaTh KaK HEONPaBIAaHHOTO BTOPKEHHUs, TaK M IPOMEIJICHUS C
XUpypruyeckol koppexkuueid. Onepauusi NPUBOAUT K BBI3IOPOBICHUIO WIN YIIy4-
meHuto y 2/3 GonbHBIX. BaaronpusTHBIM MPOTHOCTUYECKUM MPU3HAKOM CITYKHT
HaJM4HA€ TOJIbKO MO3KEUKOBBIX CHMIITOMOB M IVCIIOKAIlMS MO3XKEUKa HE HIDKE
C, mo3BoHKa. Bo3MOkHBI perauBbI 00JI€3HN HA MPOTSHKEHUH 3 JIET TOCIIE OTIEpallyH.

Manvghopmayus Kuapu I (Oemckuii mun) CKIIaIbIBacTCS U3 CMEIICHUS MO3KEUKa,
ctBona u 1V xemynouka depe3 OOINBIIOE 3aThUIOYHOE OTBEPCTHE. XapaKTepHEeHIInit
MPU3HAK — COYEeTaHHe C MEHHUHTOMHMEIIONese B MOsSCHUYHOM obnactu. HeBponormye-
cKue Ae(eKThI POSBISIOTCS Ha (POHEe aHOMAHMH 3aTBIIOYHON KOCTH | IIISHHOTO OT/IeNa
MO3BOHOYHMKA. Beeraa umeercst ruaponedans, 4acto — CTEHO3 BOAOMPOBOAA MO3Ta.
HeBpooruueckre cuMIToMbl UMEIOTCS YoKe IPU pokAeHIH. MeHMHTOMHUEeTIOoNese Tpe-
Oyer orepanuu B riepBbie THH *)3HU. [locrenyromast cyOOKIMIUTaIbHAS JEKOMITPECCHS
MOXXET PUBECTH K 3HAYUTEIBHOMY YIyUILICHUIO. BONBITMHCTBO OONBHBIX HYKAAIOTCS
Y B IIYHTHAPYIOIIEH OTepanu, 0COOEHHO €CIIH MMEETCsl CTEHO3 BOJOIPOBOA MO3Ta.

Manvpopmayus Kuapu I1l. MenuHro3HIICdanONENe B HUXKHEH 3aTBUIOYHON
WM BEpXHEH MIeHHOW 00JacTH B COYETAHWH C TIOPOKAMHU PA3BUTHS HWKHEHW Y9acTH
CTBOJIa MO3Ta, OCHOBAHUS Yepera U BEpXHUX IIEHHBIX TO3BOHKOB. M03roBas rpsixa
BKJIIOYAET MO3KEYOK U B TIOJOBHHE CIy4aeB — 3aTBUIOUHYIO 10J0. OUeHb peaKuii
CUMIITOMOKOMILJIEKC C IJIOXUM MPOTHO30M JaXXe MPH CBOEBPEMEHHOM XHUPYypruue-
CKOM BMeEIIATENIbCTBE.

Manvghopmayusa Kuapu IV. AHOMAIUA TpeacTaBiIcHA HW30JIMPOBAHHOW THIIO-
IJ1a3uel Mo3kKeduka M He ABISETCS CUMITOMOKOMIUIEkcoM Kuapu B coBpeMEHHOM
[TOHNUMaHUH.
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Cunapom [denau—Yokepa. YacTuyHOE WM OJTHOE OTCYTCTBUE MO3KEUKOBOTO
yepBsd, KUCTO3HOE paciuupenue [V xenynouka, yBeJIMueHUE 3aJHEN YEPETHON IMKHU
u ruaporedanusi. Anomanus BeisiBiseTcs mpu MPT. [IpeHaransHas AHarHOCTHKA ¢
nomoinsio Y3U He npenacrasiseT TpyaHocTei HaunHas ¢ 18-20-i negenu. Yacrora
coctasiseT 1:25 000-30 000. bomTbITHHCTBO CIydaeB SBISIOTCS CIOPATUICCKAMHU.
I'en ganHOM aHOMaNMM JIOKAJIU3yeTCs HA XPOMOCOMeE 3.

XapakTepHas KIIMHUYECKasi YyepTa — paHHee pa3BUTHE rujapoiedanuu, 00bIYHO
C PE3KHMM yBEIIMYEHHEM 3aTBUIOYHON YacTH 4yeperna. HeBponornueckrne CHMITTOMBI
BKJIIOYAIOT TIOBBIIICHHUE BHY TPHUEPETIHOTO AABJICHUS, TapaIiid KayaadbHbIX HEPBOB,
HUCTarM  arakcuio. CoIyTCTBYIOIIAE aHOMAIUX OOJBIIOTO MO3Ta OTMEUAIOTCS B
70% cnyuaeB. Hepenko BO3HHMKAeT 3alep>KKa YMCTBEHHOTO pa3BUTHA. AHOMaluU
JIPYTUX CHCTEeM (Cepala, MOYEBBIBOASIINX IyTei) mMerorcs B 20—-80% cimydaes.
[Ipu oTcyTcTBMY aHOMaIHH OOJBIIIOrO MO3Ta M YCIIEITHOM XHPYPTUIECKOM JICUCHUH
ruzpoedaniy MporHo3 OMaronpUsITHBIM,

ApaxHouaaJbHble KHCTHI TMPEICTABISAIOT COOON 3alOTHEHHBIE KUIAKOCTHIO
MOJIOCTH, BOSHUKAOIIUE MPH NYTUIUKAIIMH apaXHOUIATLHOW MEeMOPaHbI HITH MEXKTY
HEW ¥ MATKOW MO3ToBOI 0007109k0i. OHA MOTYT COOOIIIATRLCS WIIH HE COOOIIAThCS ¢
cy0apaxHOHMJAIBHBIM IPOCTpaHCTBOM. YacToTa KUCT B romyssiiuu 1o nasHbsiM KT u
MPT —4%. Haubosnee TunuuHa clieyromias JJoKaIu3alys: CUIbBHUEBa I11ejb (00KOBas
menb Mo3ra) — 50%, MoctomMozxeukoBbIi yron — 10%, uerBepoxonmue — 10%, cympa-
cemuisgpHas oomacts — 10%, uepBb Mo3xkeuka — 8%, KOHBEKCUTAIbHAs TOBEPXHOCTh
mo3ra — 5%, npyras jgokamu3amus — 7%. KiauHngeckne CHMITOMBI IPHCYTCTBYIOT
ToJbKO B 10-30% ciyyaeB. Pasmepbl KUCT MOTYT OBITH CaMbIMH pa3IHYHBIMH. [laske
OTPOMHEBIE KHCTHI MOTYT OBITh O€CCHMITOMHBIMH. [Ipy cpearnHHOM PacIooKEHUN
KHCTBI MOTYT CHIaBIMBATh BOAOIPOBOJ MO3ra WIH OTBepcTHe MOHpPO, BBI3BIBas
OOCTPYKTHUBHYIO rujpoiedanuio. Y HeOOMbIIONH YaCTH KUCT UMEETCs KIIalaHHbIH
MEXaHH3M, 4To BeeT K HakorieHuto LICXK u nporpeccuBHOMY yBEIMYEHUIO KUCTHI.
KpomMe npusHakoB BHYTPUUYEPEIHOW THUIEPTEH3UM U TUApoledarTuu, BO3MOXKHEI
3pUTETHHBIC HAPYIIICHUS, MTapaTMIN YePEMHBIX HEPBOB, aTaKCHs, MPUTAIKHU, dHIO-
KpUHHBIE paccTporcTBa U nedopMarus yepemna.

Jleuenune TpeOyeTcs TOMBKO P HATMYWHU KITMHUYECKUX cUMITOMOB. [Ipu 06cTpyK-
TUBHOW ruiporiedaru MpoBOAST IIYHTUPOBAHME KaK KHACTHI, TAK U KEIyTOUYKOBOH
CHUCTEMBIL.

Cunapom Méouyca. BpoxaeHHOE TBYCTOPOHHEE MTOPAKEHUE JIUIIEBOTO M OTBO-
JSIIETO HEpBOB. BeTpewarorest kak HacleNCTBEHHBIC, TaK U CIIOPAANYECKUE CIyYaH.
CuHApOM MOXKET OBITH O0YCIIOBIICH BPOXKIACHHOM armtasueit muoo saep VI u VII uepen-
HBIX HEPBOB, MO0 CaMHX HEPBOB, MO0 MBI, HeBpomorudeckass cummnroMariuka
BKJIIOYAET Mape3 MUMHUYECKON MYCKYIaTypbl 1 HEBO3MOXXHOCTh OTBEICHUS TJIA3HBIX
sI0NTOK KHapyxu. KITMHYeCcKyI0 KapTHHY MOTYT JOTIONHATH TOMHAS 0(pTambMOTIIETHS,
MOXYJJAHUE M Mapaliiy MBI TIOTKH | si3bIka. OMHcaHo coyeTanue cuaapoMa Mébuyca
¢ arpodueit GO0 TPYTHON MBIIIIHI, KOCOJAMOCTHI0 M YMCTBEHHON OTCTAJIOCTHIO.

BpoxneHHbIii HECTArM — HaclleJCTBEHHOE 3a00JieBaHUE, MPOSBISIONICECS C
POKICHUS OCTOSTHHBIM HUCTAarMOM; IEPEIaeTCsl Yalie o PerieCCUBHOMY, CIICTIICH-
HOMY C TIOJIOM WJIM ayTOCOMHO-JIOMHHAHTHOMY THITY. YCTaHOBIIEHO, YTO ITOSBICHUE
HUCTarMa 00yCJIOBJICHO HEPABHOMEPHOMH aKTUBHOCTHIO MEXaHU3MOB BECTHOYISPHOTO
pedutekca, OTBETCTBEHHBIX 32 cakkajpl. Huctarm Moxer OBITh MasTHUKOOOPA3HBIM
(Ka4aTeTbHBIM), TPU KOTOPOM JIBHXKEHHE B 00€ CTOPOHBI IPOUCXOAMT C OIMHAKOBBIMHU
CKOPOCTBIO M aMIUTUTYAOH, ¥ KIIOHHYECKUM (TOTIKOOOPA3HBIM) C IPKO BBIPAKEHHBIMHU
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OBICTpOH 1 MeIeHHOM (a3amu. Huctarm 3amMeTeH, Kak paBUIlo, B COCTOSTHHAHY TTOKOS;
IpU B3IVISIZIC B CTOPOHY aMIUIUTYAA €r0 YBETWYUBACTCS. THUIUYHO, YTO TOPH3OH-
TaJIbHOE HaIlpaBJICHHE HUCTarMa COXpaHsercs Ipu B3nmaae BBepX. Ocuuiuioncus
(omrymieHre ABMKEHUS OKPY>KAIOIIUX MPEAMETOB) OTCYTCTBYET. UacTo BCTpeyaeTcst
KpyIIHOPa3MallUuCThIA TPEMOP T'OJIOBBI.

Cunapom [ydiiHa (CHHIPOM pETPaKIMK IITa3HbIX s010K). BpoxkneHHbI (darie
OJIHOCTOPOHHUI) TTapaliiy MPSAMBIX MBIIIII] [J1a3HOTO s10110Ka. Hapyienus o0Hapy KuBa-
FOTCS TOJIBKO MPU ABMKEHUH [J1a3a U XapaKTepU3YIOTCS OrpaHUUEHUEM €T0 OTBECHMUS,
pacipeHreM IIa3HoH e U MPoTpy3HueH mazHoro s0noka npu npuseneHun. [Ipu-
BEJCHHE [J1a3a TAKKE MOXKET COIPOBOXKAATHCS €r0 OTKIOHEHUEM KHU3Y U KHYTpu. B
HEOOJIBIIIOM MPOLICHTE CIIY4aeB BBISBIICH ayTOCOMHO-JOMUHAHTHBIN THIT HACIICIOBAHHMSI.

Cunapom Mapkyca I'ynna (maneneOpoManuOysipaas CHHKuHe3rs ). OTHOCTOpOH-
HUI BpOXXJICHHBIA NTO3, KOTOPBIN MPH OTKPHIBAHUU PTa CMEHSIETCS PACIIMPEHUEM I1a3-
HOM 1LIENH U JaKe peTpaKlen BepxHero Beka. [Ipy 3akppIBaHMM pTa BEKO OITyCKAETCH.
JIBI>XEHME YETIOCTU B CTOPOHY BBI3BIBAET AHATIOTMUHYIO CUHKUHE3MIO. Berpevaercs u
00parHbIi ()eHOMEH: TJia3a 3aKPBIBAOTCS, KOTJa OTKPBIBACTCs POT (CHHAPOM MepuHa
Awmara). Jlpyroii CHHIpOM, HHOT/Ia COYETAIONINICS ¢ cuHApoMoM Mapkyca ['yHHa, Tipn
KOTOpPOM HaOImoaeTcst abayKIys 00OHX I71a3 B OTBET HA JABM)KEHUE I71a3 B CTOPOHY Iape-
TUYHON MeIMaIbHON MPSAMOM MBIl — CHHEpTHYHAs AuBepreHius. MHorna cunapomM
Mapkyca ['yHHa Hacneqyercs o ayTOCOMHO-IOMUHAHTHOMY TuILy. [ IpeanonoxurensHo,
CHHJIPOM OOYCIIOBIIEH BPOKJIEHHBIM A(EKTOM B CTBOJIE MO3Ta, KaK ¥ cHHApoM JlysiiHa.
[Namene6pomMananOyIsipHast CHHKWHE3WS PeaM3yeTCs] MBIIIIAMH, HHHEPBHPYEMBIMHU
Ppa3NUYHBIMU HepBaMu. VIHBIMH CIIOBaMU, 3TO TPUTEMHUHAIBHO-OKYIISIPHAS. CAHKUHE3HSL.
Cunpapom cocraBisieT 5% BcexX ClydaeB BpOXIECHHOTO nTo3a. Kak mpaBmiio, KocMeTH-
YecKUl NIePeKT MOXKET OBITh UCTIPABIEH XHUPYPTHISCKUM ITyTEM.

Cunapom Perra onmcan B 1966 1. 3aboseBanue pa3BUBaeTCs y 310POBBIX MIPH
POXXIEHUH JEBOYEK MEXTY 6 Mec. U 3 ronaMu. TUIIMYHBIN IPU3HAK — CTEPEOTUITHBIE
JBUKECHUS B pyKaX (Kak MPU YMBIBAHUH ), UHOT/IA TOCTYKUBAHUE WM TOXJIOTILIBAHHE.
3areM MPUCOCAMHSIIOTCS HapyIeHs (HOPMUPOBAHISI PEUH U 3aIePKKa TICHXIMIECKOTO
Pa3BUTHS, aTaKCHS, allPaKCHUs, IPHUIIATKH, CKOJIMO03, 33JIepiKKa pocTa. 3aboneBaHue,
MO-BUANMOMY, HACIIEAYETCS MO X-CHEIUICHHOMY JTJOMUHAHTHOMY THUITY.

11.2. AHOManum CNUHHOro Mmo3ra

MeHuHrone e, MeHMHroMuenoueae. HermmonHoe 3akppITHE KOHI[A HEPBHOU TPYyOKH
HanOouee acto (B 80%) HabmonaeTcs B HOSICHUYHOH o0macTi. OHO MOYKET IIPHBOIUTH
K (DOPMHUPOBAHHUIO CITUHATIBLHOM TpbikU. CHIUHANIBHAS TPhhKA MOXET (hOPMHUPOBATHCS
B BHJIE MEHHHTIOIIEJIE WM MEHHHTOMUEINOIee. MeHUHTOIelie PeCTaBIsIeT co0oit
KHCTO3HOE BBITISIYMBAHUE O0OJIOUCK B IICTh MY JyKKaMH TIO3BOHKOB, O€3 BOBJIC-
YeHWsI B Tporiecc CHAOT0 Mo3ra. [Tomocts kucter 3amonmaeHa LICK. [Tpu menunHTO-
MUEJIIOLIEIIE B TIOJIOCTH TPBIKH, [IOMUMO 000JIOUEK, COACPIKUTCS TUCIIACTHYHAS TKAHb
CTIIMHHOTO MO3Tra U/WJTU KOPEIIKOB, TaHIIHEB. JINITOMUEIOMEHUHTOLIENE SBIISICTCS Bapy-
AHTOM JIUTIOMBI, TIPH KOTOPOM JINTIOMATO3HAS TKAHb PACTIPOCTPaHAETCS HHTPaLyPaIbHO
yepe3 spina bifida 1 TecHo nepeneTaeTcs ¢ KOpPEIKaMHi KOHCKOTO XBOCTa U KOHYCOM.
[TosicangHbIe (B TOM YHCIIEC TOPAKOIIOMOATEHBIC M TIOMOOCaKpaIbHbIC) MCHIHTOMHE-
JIOIEJIe YaCTO COYETAIOTCS C TApe30M 1 HEHPOTEHHBIM MOUYEBBIM ITy3bIpeM. Haobopor,
OOJBIIMHCTBO MALMEHTOB C MOPAXKCHUSIMHU HIDKE S; CIIOCOOHBI K CAMOCTOSATEIBEHOM
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xoap0e. B 90% cnydaeB umeercst ruaponedanus u3-3a COMyTCTBYIOLIEH aHOMAINH
Kuapu u crenoza BononpoBoja Mo3ra. MeHrHTo1ene 1 MEHMHITOMUEIOIIETIE — CaMble
YacThle BapUAHTHI CIIUHAIBHOTO au3padmu3ma. CKpeITeIe (JOPMBI CIIMHAIBHOTO JIN3-
padusmMa 1 MHETIOMUCILIA3UI MOTYT CONPOBOXKIATHCS BOPOHKOOOPA3HBIM BTSHKEHHEM
KOXXH, POAMMBIMHU TIATHAMH M «KYCTHKaMI» OBOJIOCEHUS B TIOSICHUYHOM OOJIaCcTH.
[Ipu HanMuuK B ceMbe AeTel ¢ MUESIOANCIIIIa3UEe BO3MOKEH NPEHATAIbHBIN JHAarHO3
myTeM OOHapy>KEHHsI ITOBBIIICHHOTO COJIEpKaHuUs 0-(peTonpoTenHa B aMHUOTHYECKOM
JKUJIKOCTH W B KpOBU Marepu Ha 14-16-1i Henene GepeMeHHOCTH. /[MarHocTHueckoe
3HauUeHHEe TaKKe MMEIOT JaHHBbIE YIBTPa3BYKOBOIO HccienoBaHus. Puck pa3Butus
nedexToB y Broporo pederka cocranisieT 5%. [Ipu panHem oOHapyXKeHUH aHOMAITHi
clieyeT 00CyAUTh BOTIPOC O MPEPHIBAHUHN OEPEMEHHOCTH.

Jleuenue. Bonpoc 0 XupypruueckoM JIe4eHUH CTHHHOMO3TOBBIX TPBIK PEIIaeTcs
cyry0o nHIMBUAYabHO. PamukanpHas onepaiust oOpekaeT peOeHKa Ha ITOKU3HEH-
HYI0 WHBAJIUIHOCTb, [TO3TOMY ITHUECKHH acIeKT BMEIIATENbCTB KpalHe CI0XKEH.
be3 onepanum peGeHOK TOTHOAET OT THOWHONW HH(EKITHH.

CHHAPOM «KeCTKOID» TepMHHAJIbHOH HUTH (GHKCHPOBAHHBIN CIMHHON MO3T).
[lox >TrM Ha3BaHWEM BBIACISAIOT CHMITOMOKOMIUIEKC, B OCHOBE KOTOPOTO JIEKUT
HapylleHWe CMEIEHHUs BBEPX HIDKHETO OTAeNla CHMHHOTO MO3Ta. JTO CMELIEHHUE
CBSI3aHO C TE€M, YTO POCT MTO3BOHOYHUKA 3HAYUTEIHHO OTMEPEkKAET MPOIOIBHBIA POCT
cnuHHOTO Mo3ra. [IpuunHol QuKcanuy KaymaabHOTO OT/ENa CIIMHHOTO MO3ra Ha
YPOBHE HW)KHUX MOSICHUYHBIX MO3BOHKOB MJIM KPECTIIOBOTO KaHasa («KpPeCTLOBBIH
CHIHHOM MO3T») IPEAIONIOKHUTENBHO CITY)KaT yTOJIIEHHAs U YKOPOUYEeHHAas KOHIIEBAs
HUTB TU00 PUOPO3HBIE TSHKH, & TAKKE MHOTOUMCIICHHBIE AaHOMAJIUH CTPOCHHS HIPKHUX
OTZENIOB CIIMHHOTO MO3Ta M MIO3BOHOYHHKA.

[NosiBIeHME MONBIX CTOII, MMOXY/IAaHUE HOT, HApyIIeHHE YyYBCTBUTEIILHOCTH U Ta30-
BBIX (D)YHKIUH SIBIISIOTCS XapaKTEPHBIMU KIMHUYECKUMH TPOSIBICHUSIMH CHHIPOMA
wkecTkoi» filum terminale. Y B3pocibIX ne0IOTOM MOXET OBITH HapacTaromias
W30JMpOBaHHasA c1aboCTh HOTH U (OPMUPOBAHME IMOJON CTOMBI, YTO CTAHOBUTCS
MPEIMETOM JAUArHOCTUYECKUX 3aTpyaHeHui. J[Ji1 CBOEBPEMEHHOM JIMarHOCTUKU U
XHPYPTHUUECKOTO BMeIaTenscTBa Heodxoauma MPT, mo3Bosisitomas yTOUHUT IPexIe
BCETo ypoBeHb pacnonoxenus conus medullaris. cTuHHBI MOpdonorndeckuii cyo-
cTpar «xkecTkoi» filum terminale, kak mpaBuIT0, YyCTaHABIMBAIOT BO BPEMSI OTIEPAIIHH.

Junacremaromuenus (rped. diastema — npomMexyTok + myelos — M03r) — yJBOSHHE
CIOMHHOTO MO3Ta ¢ 00pazoBaHueM miend. [loaHoe yaBoeHne CIIMHHOTO MO3ra HOCUT
Ha3BaHUE «AUIUIOMeNHs». CIIMHHOM MO3T B TIEpeAHE3aIHEM HAPaBJICHUH TIepeceucH
KOCTHO-XPSIIEBHIMH [UIACTUHKAMHU WM (PHOPO3HBIMHE CIIAKaMH, PHKCHPYFOLIIMH €T0
K CTEHKaM IT03BOHOYHOTO KaHaja. CTerneHb QyTUIMKAUY CTUHHOTO MO3Ta BapbHPYeT
Ha pa3IM4YHBIX €ro y4yacTkax. /[macreMaToMHenusi MOXKET COYeTaTbCs C JPYyTUMHU
aHomanuamMu (spina bifida, menurronene). ¥ 60—70% OGOTbHBIX UMEETCSI CKOIHO3.
C moMonIpi0 HEHPOBU3YANTU3AIMH BRISBISIIOT IEPETOPOAKHU U LIETb B CIMHHOM MO3TE.

Jleuenue — onepaTuBHOE yAaJeHUE CPEIUHHON MTEPETOPOAKH.

11.3. AHOManum 4yepena v NO3BOHOYHMKA

KpannocuHocTo3 — cocTosiHUE, XapaKkTepu3syrolieecs MpekIeBPEMEHHBIM 3apa-
LICHWEM YEepenHbIX IIBOB. B ero ocHoBe, Kak MpPEANONaraioT, JCKUT HapylIeHHe
Pa3BUTHS KOCTEH OCHOBaHHS uYepena W yMEHbIIIEHHE CUIIBI, JICHCTBYIOIIEH depes
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TBEP/LYIO0 MO3TOBYIO 000JIOUKY Ha CBOJ Yeperia U CIIOCOOCTBYIOILIEH ero pacTsKEHHIO.
Brinenstor qBe (GopMbl: IEPBUYHBIH KPAHHOCHHOCTO3 U BTOPHYHBIH, BOSHUKAIOIIUH
TIpH psie 3a0oneBaHmil (BUTAaMUH D-1e DUITUTHBIA paxuT, TumodochaTeMust, N30bI-
TOYHOE BBEACHUE THPEOUJHBIX TOPMOHOB IIPH JICYCHUH BPOXKAEHHOTO THIIOTUPE03a).

KpannocuHoCTO3 BXOAUT B KJIMHUYECKYIO KapTUHY MHOTUX HACJIEICTBEHHBIX
CHUHIPOMOB C pa3HBIMH THIIAMH TepeAaud (ayTOCOMHO-IOMHHAHTHBIH, ayTOCOM-
HO-peliecCHBHBIN). VTHOTa OH codeTaeTrcsi ¢ 3aJep>KKO YMCTBEHHOTO Pa3BUTHS U
MOBBILIEHHEM BHYTPHUCPEIHOTO JaBiieHus. KpaHHOCHMHOCTO3 ¢ u3MEHEHHEM (OPMBI
Yeperna NPUBOAUT K BOSHUKHOBEHHUIO Opaxuiedannu, TpuroHonedanuu u ckagore-
(hamum (ragpeBUIHBIN Yepemn). [Ipr 3THX COCTOSHUAX HEBPOIOTHUCCKIE HAPYIICHHUS,
Kak [IPaBUJIO, OTCYTCTBYIOT.

Jleuenue. Tlpu pazButin ruapouedatny y qetei moka3ano uryHruposanue. [Ipu
HaJIMYMU BBIPAXEHHBIX Aedopmanuii yepena u JUla IPOU3BOIAT XHUPYPTrUUECKYIO
KOPPEKIIHIO.

MukpoKkpaHusi — yMEHbBIIEHNE Pa3MEPOB MO3TOBOTO Y€pera, COUETaroIeecs
C PE3KMM YMEHbIIEHHeM o0beMa OomplmMx momymapuil (Mukpouedanus). Kmu-
HUYECKH aHOMAJIUsl MPOSBISIETCS ClIa0OyMHUEM, CTEleHb KOTOPOTO BapbHPYET; B
2% ciy4aeB — HOpMaJIbHOE YMCTBEHHOE pa3BuTHe. [lepBuuHas Mukpokpanusi o0y-
CIIOBJICHAa TEHETHYECKUM JAe(eKToM, HaclIeqyeMbIM TI0 ayTOCOMHO-PEIICCCUBHOMY
TUILY, WJIK XPOMOCOMHBIMH aHOMausMu (cuaapoM JlayHna). B pa3Butuu BropuuHoii
MHUKPOKPaHUHM UMEIOT 3HAUYCHHE BHYTPUYTpOOHBIE MHPEKIINU, 0COOEHHO KpacHyxa
U IUTOMETaJOBUPYyCHAs MH(EKILNs, a TAKXKe pa3sindHas IepHHATaIbHAs IaTOJOI s
(acukcust HOBOPOXKIACHHBIX, HEOHATaIbHAS TPaBMa, MCHUHTHT, SHLE(PAIIUT).

Jleuenue. Tlpu pazButun ruapouedanuy y qetei moka3ano nryHruposanue. [Ipu
HaJIMYMU BBIPAXEHHBIX Aedopmanuii yepena u JUla IPOU3BOIIT XHUPYPTrUUECKYIO
KOPPEKIIHIO.

MakpoxkpaHusi — yBeJIMUYCHHE pPa3MepOB Yeperna, He CONPOBOXKAAOLIeECs, KaK
MpaBUIIO, yYBEJIMYEHUEM pa3MepoB Mo3ra. Hambomnee wacToil mpu4MHON SBIsETCA
ruapornedanusi. HabmonaeTcss Takke MpHU KOCTHBIX aHOMAIHAX (HECOBEPIICHHBIN
OCTEOTeHE3, YePEIHO-KIIOUNYHBINA JU30CT03). ACHMMETPHUYHOE YBEIIMUCHHE pa3Me-
POB Ueperna BO3HUKAET Y HOBOPOXKACHHBIX MPH CYOAypalbHBIX TeMaToMax, TATPOMaXx,
KOHBEKCHUTAJIbHBIX apaxHOMIANbHBIX KACTaX. MaKkpOKpaHHIO CJIEAYET OTIAMYarh OT
Makpouealuy — yBeJIM4eHHs pa3MepoB MO3Ta, — pa3BHBalOILEiics pH psije 3adoe-
BaHHH C MMOPAKEHUEM TTAPEHXMUMBI TOJIOBHOTO MO3Ta (JIMITHI036I, ICHKOTUCTPODHUN).

I'nmneprenopusm (rpeu. tele — naneko + horismos — pasrpanuuenue, pasuesne-
HH€) — HEHOPMAJIbHO OOJIBIIIOE PACCTOSTHUE MEXAY OpOuTamu, OOyCIOBIEHHOE
JHUCIIPONIOPLIMOHANBHBIM YBEIUYCHUEM Pa3MepOB OOJBIINX KPbUILEB KIMHOBUAHOM
KocTH. JIaHHBII MPU3HAK YacTO COYETAETCS] C YMCTBEHHOW OTCTANIOCTHIO, OJTHAKO
MOXeET ObITh BApPUAHTOM HOPMAaJIbHOTO Pa3BUTH.

Ba3sunsippas umnpeccus (d0a3unspuass uaBarunanus). Jedopmamnus ocHo-
BaHUS 3aThIJIOYHON KOCTH, CONPOBOXXKIAIOIIAACA BHEAPEHUEM KPAeB 3aThIJIOYHOIO
OTBEPCTHS, 3aTBUIOYHBIX MBILIEIKOB U 3yOOBHAHOTO OTpPOCTKa mo3BoHKa C, B
MIOJIOCTD 3aJJHEH YEePeTHOM IMKHU. DTHONOTHS BPOXKICHHBIX (opM HemsBecTHa. [1pu-
oOpeTeHHbIE HOPMBI SBIISIOTCS, KAK IPABUIIO, CICICTBHUEM PAXHUTa, OCTEOMAIISLH,
nedopmupyromieii ocreoquctpodun Ilemkera, runepnaparupeo3a, HeCOBEPILEH-
HOTro ocTeoreHe3a. Bo3HMKaOT XpoHHUYECKas AUCIOKALU U CIABICHUE CTBOJIA U
BEPXHHUX OTAEJIOB CIMHHOTO MO3Ta, a TaKKe KOPEUIKOB M COCYIOB, KPOBOCHA0-
JKaIoLMX CIUHHOW MO3T M CTBOJI. ba3zuisipHas UMIIpeccus HEPEIKO COYETaeTCs
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C CHHOCTO30M IIEHHBIX MMO3BOHKOB, OKIIUIIUTATU3alKel (CpacTaHUE C YEPETioM)
aTJaHTa, IaaTnda3uei.

Knmanka mposBisieTcst MporpecCUpyonINM CIIACTHYECKUM TETpanape3oM, aTpo-
(uelt s3p1Ka U qUcharuei, «KHUCTarMoM, OBIOIIIUM BHU3Y», aTakCcuel, OOJBIO0 B MOJI-
3aTBUIOYHON oOyacTh. bokoBasi peHTreHorpaMMa IIEHHOTO OTHejia MO3BOHOYHHKA
1 00nacT OOJIBIIOTO 3aThUTOYHOTO OTBEPCTHSI JEMOHCTPUPYET NMPOESKIUIO 3y0a Ha
3aJHIOI0 YEPENHYI0 AMKY. [Ipy 3TOM TeHb OTPOCTKAa HAXOAMUTCS BBILIE JUHUU HeM-
OepiieHa (JTMHMS, COeNUHSIONIAs 3aJHAN Kpail TBepaoro HEOA ¢ KpaeM 3amHel TyOb
OOJIBIIOTO 3aTHUIOYHOTO OTBEPCTHUS), KOTOPYIO B HOPME OTPOCTOK HE MepeceKaeT.

Jlewenue. JlaMUHIKTOMHSI W yHOaJeHUE 3aJHEH TYOBI OONBIIOTO 3aTBUIOYHOTO
OTBEPCTHH.

IInaTn6asusa — BAABJIICHUC OCHOBAHUA 3aTBUIOYHON KOCTH M cKaTa qyecpeiia B
3aJTHIOI0 YEPEeITHYI0 SIMKY, 9acTO coueTaeTcs ¢ 0a3misapHON mmmpeccueil. B 6oib-
INUHCTBEC CJIy4acB CaMOCTOATC/IIbHOIO KIIMHUYCCKOIO 3HAUYCHUA HC UMCCT. IJ_-[I/IaI‘HO-
CTHKY TIPOBOZST HA OCHOBAHUU OOKOBBIX KpaHHOTpamMM. VI3MepsIfoT BeIHIuHy yIia,
CTOpPOHaMH KOTOPOTO SIBJISIOTCS JIMHUM, COEAUHSIOMNE HAANEPEHOChE C LIEHTPOM
runou3apHoi SMKA W TOCIEAHIOI TOYKY C MEpPEeTHUM KpaeM OONBIIOrO 3aThl-
JIOYHOTO OTBepcTUs. B HOpMme oH cocraBisier meHee 140°, ero Golnblee 3HaYEHUE
CBUJETEIBCTBYET O IIaTHOA3MH.

Cunapom Kiunnessi—@eitns (CHHAPOM KOpPOTKoii mien). [Ipossisercs cpaie-
HUCM U YIUIOIIECHUEM IIEHHBIX (I/IHOI‘I[a " BEPXHUX prI[HI)IX) IIO3BOHKOB, YTO BBbI3bI-
BaeT 3HAYHUTENIbHOE YKOpodeHue 1rer. CparnieHnue (KOHKPECIICHITNS ) TTO3BOHKOB MOXKET
COIIPOBOXKIATHCS OTCYTCTBUEM MEKITIO3BOHOYHBIX JMCKOB Ha HECKOJIBKUX YPOBHSX.
WNHorna sTa aHOManus COYETAeTCs C He3apalleHHWEeM 3aJHUX TyXKeK MMO3BOHKOB.
Wuorna HabmromaeTcst cBoeoOpa3Has «ropjas» Mocaika TOJOBhI M3-3a HEOOIBIIIOro
OTKJIOHEHUS ee K3aIu.

[Ipu ocMOTpe BBISBIIAIOTCS YKOPOUSHHE TIeW, HU3Kasl JIMHHS POCTa BOJIOC M KOXK-
HBIC CKJIQJIKH, CITyCKAIOIIUECs OT YIICH O YPOBHS TUIed. AKTUBHBIC M MACCHUBHbBIC
IBIDKEHHUS TOJIOBBI oTpaHmdeHbl. Hepeako oOHapyKHWBAIOTCS APYTHE aHOMAIIMH, B
TOM YHCJI€ CKOJIMO3 M KPHUIOBHIHBIC JIONATKH. B OONBIIMHCTBE ClTyyaeB HEBPOJIO-
Tn4eCKad CHUMITOMATHKa OTCYTCTBYCT. I/IHOI‘I[a Ha6HIOI[aIOTC5[ CHHKHMHCTHUYCCKHEC
W «3epKalbHBIe» IBUKEHUS B KOHEUHOCTSAX, KOTOPHIE, KaK TOJIaraloT, SBIISIOTCS
pe3yJIbTaToOM HENMPABUILHOIO IEPEKPECTa KOPTUKOCIIMHAIBHBIX TPAKTOB Ha YPOBHE
MMMpPaMH]T TIPOAOITOBATOTO MO3ra. Pa3BuTHe MpOrpeccHpyIoero CracTUIecKoro
TeTpamnapesa 0ObIYHO CBS3aHO C COMYTCTBYIOIMM cHHApoMoM Kuapu. B 30% cnydaes
OTMEYaeTCs TIIyX0Ta KaK CIeCTBUE Ae(eKTa pa3BUTHS CPEIHETO WIH BHYTPEHHETO
yxa. Hepenko coueranme NaHHOTO CHHIpPOMA C PSJIOM BPOXKICHHBIX CHCTEMHBIX
aHOMaJIMH (BPOXKIEHHBIE IIOPOKH CepIIlia, areHe3usl IOYKH, TOAKOBOOOpa3Hasi MovkKa,
ruapoHedpos). B ciydyae mosBiIeHNs HEBPOJOTHYECKON CHMIITOMATHKH IMTOKa3aHa
JIAMHUHIKTOMUSL.

IlonBBIBUX aTIaHTOAKCHAJIBLHOTO cycTaBa (cyctaB KpioBeibe) MOXKET OBITH
00YCIJIOBIIEH BPOXKICHHBIMH JIE(PEKTOM — OTACIICHHEM 3yOOBUIHOTO OTPOCTKA aKCHCa
(os odontoideum). CMmemaroniuiicss Knepeau aTiaHT OOYCJIOBIMBAET CIABJICHHE
CIIMHHOTO MO3Ta 3yOOBUIHBIM OTPOCTKOM. AHAJIOTMYHAS CUTYalls BOSHUKAET IIPH
pa3pyLIeHUH TOTIEPEYHOM CBSA3KH aTiaHTa, (GUKCHPYIOIIEH 3yOOBHIHBIA OTPOCTOK
y 3a/Hel MOBEPXHOCTH TIEpeIHEN Ty>KKH aTiaHTa («caMasi BayKHas CBS3Ka deJIOBe-
4yeckoro Tenay). [lpuunHamu nmopaxenus cycraBa KproBenbe MOTyT OBITh 00JI€3HB
Hayna, 6one3np Mapku (monmucaxapuaos [V Tuna), peBMarouIHbIi apTPUT, TPaBMa.
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Oxkuunuranuzanms (ACCUMMISAIUSA) aTJaHTa — cpaleHue | meilHoro no3BoHka
C 3aTBUIOYHOM KOCTBhI0. CHMITOMAaTHKa BO3HUKAET TOJIBKO B TOM CIIy4ae, eCli aHo-
MaJusi codeTaeTcs ¢ 0a3MIIpHON MMIpeccueil 0o eciii 3yOOBUAHBIN OTPOCTOK
MaTOJIOTUYECKU ITTUHHBIA WM OTKIOHEH K3a1IH.

Arene3us: kpectua. [lopok pa3BuUTHs KpecTiia U KOMMYKKA, YACTO COUETAIONTUICS
C BPOXKJIEHHBIMH aHOMAJIUSAMH MOSICHUYHO-KPECTIOBOIO OTAENa CIMHHOIO MO3Ta.
OTcyTcTBHE KpecTiia M KOIMurKa 00yCcIoBIMBaeT (opMUPOBaHHE y3KOTO Ta3a U pas-
BHTHE BPOXKACHHOTO BhIBHXA Oenipa. OTMEUaroTCs BSUTBIE TAPATTUYH MBIIIIT TA30BOTO
Mosica ¥ HW)KHUX KOHEYHOCTEW, HapylleHHe YyBCTBUTEIHHOCTH B HOTaX, Ta30BbIE
paccTpoiicTBa. Bo3M0oXXHO pa3BUTHE BRIPAKCHHBIX AchOpMaIiiii CyCTaBOB HIKHUX
KOHEYHOCTEH, BKIIIOYasi MHO)KECTBEHHBIH BPOXAEHHBIA apTpOrpUII03.

Jleuenue. Yponmorudeckas TOMOIb JUISI BOCCTAHOBIICHHS (YHKIMHA OpraHoOB
MaJjoro Tasa.

Spina bifida occulta (;at. occulere — ckpriBath). He3apaiieHue mo3BOHKOBBIX
Iy’KeK 4alie Bcero Habmomaercs Ha ypoBHe L,,—S,. Berpewaercst y 5% B nomyns-
LMY U, KaK MPaBUJIO, JIMIICHO KIMHUYECKOTO 3HaueHus. M3peaka compoBoXKIaeTcs
MECTHBIMH THIIEPTPUXO30M M KOCOJANOCThIO. BHEmHUI OOIMK Takoro yeroBeKa
C «XBOCTOM» M «KOIIBITAMH» (KOCOJAIIOCTHIO C OMO30JIETIOCTHIO U HATONTHIIIAMH )
U3/IaBHA 3allevyarieH B CKa3KaxX M JiereHaax, npoodpas uepra. [lpu Hammuuu HEBpo-
JIOTHYECKHX Ae(EeKTOB He3apalleHue o0o3HavyaeTcs Kak spina bifida manifesta.

AxoHapomnazusi (THNOIJIACTHYeCKAs] XOHAPOAMCTPO(pUS) — BPOXKICHHAS
00e3Hb, XapaKTepHU3yIoIIasics HapyIIeHHEeM YHXOHIPATFHOTO OCTEOTEHE3a.

BHeninuii Bu OOJBHBIX ¢ aXOHAPOIUIA3UEH THITUYEH: MaJICHBKOE JIUIIO, 3aITaJICHUE
CITUHKH HOCA, BRIPAKCHHBIN MMOSICHUYIHBIN JIOPA03 U (OCHOBHOH MPU3HAK) YKOpOUe-
HUE KOHEYHOCTEH, YTO MTPUBOUT K PAa3BUTHIO HEMTPOMOPIIMOHAIBHOMN KapIIMKOBOCTH
(MuxpoMennueckuii HaHU3M). HeBponorndeckue HapyieHHs MPOSBISIOTCS YMEPEH-
HOH 3a/1IepKKOW YMCTBEHHOI'O Pa3BUTHs y JETEH U BOSHUKHOBEHUEM Ilaparapesa y
B3pOCIHbIX. B renese mocieaHero MoXxeT UrpaTh posib CAABIEHHE CIIMHHOTO MO3ra,
00yCTIOBIIEHHOE BPOXKIEHHBIM CTEHO30M IIO3BOHOYHOTO KaHajia, YCyryOJIeHHOTO
CIIOH/IUJIC30M WJIM TPBIKEN JUCKA.

JlromGocaxpanbHblii cunyc. BposkaeHHbIiH X0/, BEICTIaHHBIN anuTenrneM. Cooo-
IasACh € CyOMypaIbHBIM MTPOCTPAHCTBOM, MOXKET OBITH TPUYMHON PEIMTUBHPYIOIIETO
MEHMHTHUTA.

11.4. CupuHrommenus

Cupunromuenuss — 3a0ojieBaHUE, KOTOPOE XapakTrepusyercs oOpa3oBaHHEM
JIMKBOPHBIX IIOJIOCTEHl B CIIMHHOM MO3T€ B PE3yJbTare MaToJOTMYECKOro Pacilu-
PEHHSI LEHTPAILHOTO KaHajla. TepMHH «CHPHHTOMHUENUs» (Tped. SyrinX — TpyOka)
npemioxni Ollivier B 1824 . PacnipocTpaHeHHOCTh CHPWHTOMHENH COCTABIISET
89 na 100 000 Hacenenus. [1eO0T KIMHMYECKUX NPOSBICHUN CHUPUHTOMUEINN
yalle oTMeuaeTcs B MoJIogoM Bo3pacre. CpeHui Bo3pacT Hadasia 00JI€3HH COCTaB-
nsiet 30 net. IIpu 3TOM pa3BuUTHE MONOCTEH B CHMHHOM MO3I€ OOBIYHO OIEpekaeT
KIMHUYECKHE MPOsiBIICHNs. 3a00JIeBaHNE Yallle BCTPEUaeTCs Y MY>KUHH.

CupuHroMuenusi — CUHIPOM, XapaKTEPHBIH Ul Pa3IUYHBIX MaTOJIOTHYECKUX
COCTOSIHUH, NMPHUBOMAIIMX K CAABICHHUIO CyOapaxHOMIAIBHOIO MPOCTPAHCTBA Ha
YpOBHE KPaHHOBEPTEOPAIBHOTO MEpPEexXoia W BEPXHUX OTIENOB CHUHHOTO MO3Ta.
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masa 23. HEBPOJIOTMYECKUE PACCTPOUCTBA
NMPU COMATUYECKUX 3ABOJNIEBAHUAX U BEPEMEHHOCTHU

23.1. 3aboneBaHusa cepaua
23.1.1. BpoxaeHHble NOpokn cepaua

HeBponoruueckue ocioXKHEHUS IPH BPOXKICHHBIX IOPOKaxX CepALla MOTYT ObITH
BBI3BaHbl XPOHUYECKOHN FMIIOKCUEN, KOMIIEHCATOPHOM MOJMIUTEMUAEH U TIOBBIIIEHHON
BSI3KOCTBIO KPOBH, OcliabiieHneM (GUIBTPYIONIeH (GYHKITMHN JITKUX (HM3-3a IPSIMOTO
COOOILEHHS MEXKTY JIEBBIMU M IIPaBBIMH OTJICJIAMH CEpJILa) U MONagaHueM BEeHO3HOM
KpPOBH B apTeprajIbHOE PyCIIO.

VY mereit ¢ unaHOTHYHOH (HOPMOI BPOXKIECHHOTO NTOPOKA CEPALa BOZMOXKHO pas-
BUTHE TPOMOO30B MO3TOBBIX BEH U CHHYCOB, & TAK)Ke apTepUaIbHBIX TPOMOO30B yiKe
Ha 1-M rony xwu3HU. TpoMO03 BO3HUKAET OCTPO C HAPYILICHUEM CO3HAHUS, Pa3BUTHEM
reMU- WJIHM TeTpanapesa 100 CyTOPOKHBIX MPHUIAAKOB, TOBBIILICHHEM BHYTpUYEpeTl-
HOTO NaBieHns. CMEpPTHOCTH BBICOKas, JieueHue Mano3(pQeKTuBHO.

HaunOonee dacToe HEBPOIOTHUECKOE OCIOKHEHUE NMPH LHUAHOTHYHBIX (hopMax
MIOPOKOB cepra — adcrecc Mo3ra. OH peiKko BO3HUKAET JI0 2 JIeT KMU3HHU, 4acToTa
€ro pa3BuTHUs Bo3pacTaer B uHTepBaie 4—7 net u 20-30 ner. AGcriecc Mo3ra Hau-
Oosee yacTo pa3BUBaeTcs npu TeTpaae Pamio u 04eHb PEAKO MPH HEIMAHOTHYHBIX
¢dbopmax mopokoB cepana. Adcuecc Mo3ra HposSBISIETCS OCTPBIM PA3BUTUEM 04aro-
BBIX HEBPOJIOTMYECKUX CUMIITOMOB W/WJIM CYIOPOKHBIX MPHIIAAKOB, TOBBILICHUEM
BHYTPUYEPEITHOTO JABJICHUS M B OOJbBIICH CTENEHH HAllOMUHAET WHCYIBT, YeM
UH(EKIMOHHOE TTOPaKEHHE MO3Ta.

[Ipu nepedpocnMHANBEHON MYHKUIUH OOHAPYKWUBAIOTCS MOBBIIICHHE BHYyTpUYE-
PEMHOro AaBJICHUS, HEOOJIBIIOE YBEIMUYEHHE OeiKa U IUICOLUTO3 Pa3HOM CTeeH!
BoipaxkeHHOCTH. KT mnu MPT mo3BonsitoT AMAarHOCTHpOBaTh abcliecc MO3ra; B
20% ciry4aeB BBISBISIOTCS MHOXKECTBEHHBIE a0CIIECCHI.

Jnst nedeHus TPUMEHSIOT aHTUOMOTHMKM B OOJBIIMX /103aX, MPOTHBOOTEYHBIE
cpenctBa; 3G (HEeKTHBHOCTH XMPYPTrHUECKOTO BMEIIATEIhCTBA OKOHYATEIILHO HE yCTa-
HOBJICHA. YUMTHIBasi BBICOKYIO BEPOSTHOCTh Pa3BUTHUs aOciecca KaKk OCJIOKHEHHS
nH}papKTa MO3ra, BO BCEX CIIlydasX OCTPOrO Pa3BUTHs OYaroBbIX HEBPOJIOTHUECKUX
HapyLIeHNUH NPY [IUaHOTUYHBIX (JOPMAX ITOPOKOB CEPALIA PEKOMEHAYIOT aHTHOAKTe-
PHATBHYIO TEPAIIHIO.

Henmanoruunsie (opMBI BPOXKACHHBIX TTOPOKOB CEPALla MOTYT OCIOXKHSATHCS
sMO0JHMel MO3TOBBIX apTepHil ¢ pa3BUTHEM HMHCYNbTA. [Ipu aopTaibHBIX CTEHO3aX
BO3MOXKHBI 00MOpOUHBIe cocTosiHuA. [IpoTe3npoBanue KianaHoB cepia He yCTpa-
HSET MOJHOCTBIO PUCK MHCYJBTa — YacTOTa €ro PasBUTUS COCTaBIAET 2—4 ciydas
B rog Ha 100 GONBHBIX ¢ MCKYCCTBEHHBIMHU KJIamlaHaMH cepAua. [Ipu BposKkaeHHBIX
U IPUOOPETEHHBIX ATPUOBEHTPUKYIAPHBIX OJOKaZax BO3MOXKHBI NEPUOJUUYECKHUE
TOJIOBOKPY>KEHHSI, 0OMOPOYHBIE COCTOSIHUS U 1aKe BHE3AIIHAsl CMEPTb.

IIpun nopokax cepauna IEeTH 4acTO UMEKOT HU3KMN ypPOBEHb HHTEIICKTA,
3aepKKY MOTOPHOT'O Pa3BUTHUS M HAPYLICHUS KOOpAUHALNHU. YacToTa yMCTBEHHOM
OTCTaJIOCTH cOocTaBisieT 6,5% npu nnanotuyHou popme u 2,2% — npu HeLUaHO-
TUYHOH popmMe nopoka cepaua. [Ipu ycnemnoM XupyprudeckoM JISHeHUH IIOPOKa
cepaua OOBIYHO CYIIECTBEHHO ylydlIaeTcsl U3NIecKoe U YMCTBEHHOE pa3BUTHE
peOeHka.
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23.1.2. IHpEKUMOHHBIN 3HAOKapANT

NubexnmonHbI SHAOKApANUT — 3a00JIeBaHNE CepAla, KOTOPOEe YacTO OCIOXK-
HSETCA HEBPOJIOTMYECKUMHU HapymeHusmHu. Mx uactora cocrtaBmser 20—40% 3a
nepuon 6orne3nu. LlepedpanbHble OCIOKHEHUS Yalle BO3HUKAIOT MPU MOPaKEHUH
MUTPAJIBLHOTO KJIallaHa, YeM IpH JAPYTHX JIOKATU3aIlUsAX, a TaKKe B TeX CIydasX,
KoTJla BO30yauTeNeM OoNe3HH SBISETCS CTaQHIOKOKK.

Hesposoruueckne ociokHEeHUs TPU UHPEKITUOHHOM 3HJIOKAPAUTE MOTYT OBIThH
BBI3BaHbI SMOOJIME MO3TOBBIX apTEepHil C PAa3BUTHUEM HIIEMUYECKOTO WHCYJBTA,
MH()EKINOHHBIM apTePUUTOM HIIH MUKOTHYECKOW aHEBPH3MOM C pa3BUTHEM T'eMOop-
paruueckoro MHCYJIbTa, MEHUHTUTOM HJIM a0CLeccOM TOJIOBHOTO MO3Ta.

[Moutn monoBuHY Beex 1epeOpaIbHBIX OCIOKHEHHH COCTABIISIET SMOOIIUS MO3TO-
BbIX apTepuii. Haubonee wacto mopaxaercs cpeHssi MO3TOBast apTepusi, U UHCYIIBT
TIIPOSABIIACTCA OCTPLIM PA3BUTUEM IrEMHIIape3a, rCMHUAHECTE3NU, TEMUAHOIICUH, a(ba31/11/1
WM aHO30THO3UU. CMEPTHOCTD MU IepeOpaTbHBIX OCIOKHEHUIX HH(DEKITMOHHOTO
sHAoKapauTa coctapiser 50-80%.

HpI/I JICUCHUH UHCYJIbTA HC PEKOMEHAYIOTCS aHTUKOAr'yJIAHTBI, IIOCKOJIBKY OHU HE
IpeaynpeXJaroT pa3BUTHE BereTaluii Ha KianaHax cepua U Mociaeny oyt 3M00-
JIMIO, HO YBEJIMYHMBAIOT PUCK TEMOPPATUIeCKUX OCIOKHEHHH. AHTHOAaKTepHUaIbHAS
Tepamnusi y OONBHBIX 3HJIOKAPAUTOM CYIIECTBEHHO CHMKAET PHUCK LEepeOpalbHBIX
OCJIOKHEHUH.

[Ipu nadexamonHom >aM0KapanTe y 2—10% OOMBHBIX (OPMHUPYETCS MUKOTHYE-
CKasl aHeBPHU3Ma, Pa3pbIB KOTOPOH NPUBOAMT K cyOapaxHOMJAIEHOMY WM BHYTPH-
MO3IroBOMY KPOBOM3JIMAHUIO.

AHTHOaKTEpHANbHAS TEPAIUs TaK)Ke MOXKET MPEAYPEIUTh Pa3BUTHE U Pa3phIB
MHUKOTUYECKOW aHEBPU3MBIL.

[Tomamanye HHPUIMPOBAHHBIX SMOOIMIECKUX MacC B COCYIbI 000JI0YEK 1 Bellle-
CTBa MO3Ta MOXET BBI3BATh Pa3BUTHE apTepUNTa, MEHUHTUTA WM a0cuecca Mo3ra.
B octpom nepuone nHPEKITMOHHOTO SH0KapANTA 00JIee YacTO BO3HUKAIOT a0CIECChI
1 MECHUHTHUTHL. XapakTepHO 00pa30BaHHE MHOKECTBEHHBIX MEJIKHX a0CIIeCCOB I'OJIOB-
HOTO MO3Tra, B PEAKHUX ciiydasx (popmupyercs onuH Oounbinoi adciecc. MHbekmu-
OHHOE TIOPKEHHE MO3Tra OOBIYHO Pa3BUBAETCS B TEUCHUE HECKOJIBKHX JIHEH B BUIE
TOJIOBHOM 0ONH, CITyTaHHOCTH CO3HAHUS, 04aroBbIX HEBPOJIIOTHUECKUX HAPYLICHUH.

B 1iepe6pocnuHaIBHOM KUIKOCTH OOBIIHO BBISBIISIOTCS YMEPEHHBIN IICOIIUTO3 U
HeOonbIoe noBeilieHue Oenka. [lapiuuanbHble U TeHepann30BaHHBIE ATUIETITHYECKUE
MIPHUITAJKU BO3HUKAIOT puMepHO ¥ 10% G0ibHBIX HH(DEKIIMOHHBIM SHAOKAPINTOM U
MOTYT OBITh BBI3BaHBI HE TOJHKO WHPEKIIMOHHBIM MTOPaKEHUEM MO3Ta, HO U 3M0O0-
JIUCH MO3TOBBIX COCY/IOB. Y OOJBIIMHCTBA O0JIbHBIX HH()EKIIMOHHBIM 3HI0OKAPIUTOM
mtenbHas (6—8 Hepll.) aHTHOaKTepHalbHAs TEpanmus MPHUBOAUT K TIOTHOMY HIIH
YaCTUYHOMY perpeccy HEBPOJIOTHUECKUX HapyueHuid. [Ipu BRIABICHWUU OONBIION
MUKOTHYECKOW aHEBPHU3MBI HITH abciiecca Mo3ra IoKa3aHO XHPYPruuecKoe JIeUCHHE.
[Tpu GonbIKx BereTanusax Ha KiarnaHax ¢ IebI0 MPO(HUIaKTHKY OCIIOKHEHUH 1Iee-
co00pa3Ho MPOBOJUTH XUPYPTrUUECKOE BMEIIATENLCTBO C MPOTE3UPOBAHUEM KJIalaHa.

23.1.3. Opyrvne npnobpeTeHHble 3aboneBaHmsa cepaua u aputMmm

Hesposoruueckne 0CiI0KHEHUS MPH PA3IMYHBIX 3a00JIEBAHUSX CEpAIla U apuT-
MHUSX HanOosee 9acto 00yCIOBICHBI KapAHoIepeOpaibHOM AYMOO0INEH, BRI3BIBAIOIICH
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masa 30. HENPOPEABUNUTALUA
30.1. OnpegeneHne NOHATUA «HeUpopeadbunuTauusa»

MenunuHCcKas peabuuTarys, o onpeaeeHnIo KomuTeTa skcnepro BO3, — 3o
AKTUBHBIN MPOIIECC, IETbI0 KOTOPOTO SABISETCS JOCTHKEHHUE ITOJTHOTO BOCCTAHOBIIE-
HUS HAPYIICHHBIX BCJICACTBUE 3a00JICBaHUS WM TPaBMBI QYHKIIUH, HITH, €CIIH 3TO
HEpeaslbHO — ONTHUMAaJbHAA peanu3anus (U3MIecKoro, MCUXUIECKOTO U COIHAIIb-
HOTO NOTEeHLMAalla MHBaJK/a, HauboJee ajJeKBaTHass MHTETpalys ero B 00IIecTBe.
WupIMu crioBaMu, 11eNb peadIIuTAN — IPEAYIPEXKACHNE HHBATHIHOCTH B TIEPHO
JeyeHYst 3a00JIeBaHUs U TIOMOIIL OOJIBHOMY B JIOCTHXKCHHH MaKCUMAJIbHO BO3MOXK-
HOW (U3MUECKOM, ICHXHUYECKOH, TpodecCHOHANLHON, CONMANLHON B (PUHAHCOBOM
MTOJTHOLIEHHOCTH B CITydae pa3BUTHS MHBAIMAHOCTH. HelipopeaOunuraius BEIXOIUT
3a paMKH KJIMHUYECKOW HEBPOJIOTHH, TIOCKOJIBKY pacCMaTpUBAET HE TOJIBKO COCTO-
STHH€ HEPBHOW CHCTEMBI IIPY TOM WM HMHOM HEBPOJIOTHUYECKOM 3a00JIeBaHUU, HO U
M3MEHEHUE (PYHKIMOHATHHBIX BO3MOXKHOCTEW YEJIOBEKa B CBSI3U C pa3BHBIICHCS
0osie3Hp0. ONTUMAIBEHBIM MOJIXOIOM K OPTaHU3allMK peaOWIMTAIlMd HEBPOJIOTH-
YeCKUX OOJBHBIX SBISAETCS MPOBEACHUE €€ BpayaMH, MPOIICANIUME CIICIIUAITBHYIO
MIOATOTOBKY. B Hamell crpane HelpopeaOuIuTaIis MoKa OTHOCUTCS B OCHOBHOM
K cepe mesATeN HOCTH Bpavyeil-HEBPOJIOTOB, KOTOPHIE TIOITOMY JOJKHBEI BJIaJIETh
OCHOBaMH 3TOW 00JIaCTH 3HAHH.

[IpuHSTO BBHIACTATH CIEAYIONINE YPOBHA MEANKO-OHOJIOTHYECKHUX 1 IICHXOCOIH-
QIBHBIX MOCJEACTBHI OOJE3HU WIIM TPABMBI, KOTOPBIC OJIKHBI YUYUTHIBATHCS MPH
MIPOBEICHUN pPEaOUIUTAIINN: nogpedcoenue (aHTI. impairment) — robast aHOMa-
JIUSL WK yTpaTa aHATOMUYECKUX, (PU3UOIOTUIECKUX, TICUXOIOTHIECKUX (YHKIIAH;
HapyweHue dcusnedesmenvhocmu (anri. disability), Bo3HUKarOIIee B pe3yJibrare
TIOBPEXKIEHUS, yTpara WIM OTpaHUYCHHE BO3MOKHOCTH OCYIIECTBISATH MOBCEI-
HEBHYIO JCSATEIHHOCTh B MAHEPE WU MPEJeNiaX, CYNTAONUXCS HOPMAIBHBIMH IS
YEeJIOBEUESCKOTO OOIIECTBA; coyuanvivlie oepanuyenus (aHmI. handicap), Bo3HUKAIO-
[IMe B pe3ylibTare MOBPEXKICHUS U HAPYIICHUS KU3HEEATEIIbHOCTH, OTPaHHYCHUS
W TIPETISITCTBHS JIJISI BHIMONHEHUSI COIMATIBHOW POJIM, CYMTAIOUICHCS HOPMAaJIbHOM
IUTS JAaHHOTO WHAMBHyyMa. B mocnenare rofpl B peabUINTONIOTHIO BBEACHO TAKKE
MOHSTHE «Ka4eCcTBO KU3HH, CBSI3aHHOE CO 3710poBbeM» (aHri. health-related quality
of life). Ilpm >TOM MMEHHO KadyecTBO JKH3HH PacCMAaTPUBAIOT KaK WHTETPATLHYIO
XapaKTEPUCTHKY, HA KOTOPYIO HAJI0 OPUSHTHUPOBATHCS MpH OlleHKe 3 PekTuBHOCTH
peabmmTanuy O0IBHBIX U HHBAUIOB. be3yClI0BHO, BCE ATH MOCIEACTBUS O0Ie3HEH
B3aMIMOCBSI3aHBI: TIOBPEX/IEHE O0YCIOBIMBACT HAPYIICHUE >KU3HEICITEIHbHOCTH,
KOTOPOE, B CBOKO 04YePE/ib, IPUBOAUT K COLMATBHBIM OTPAHUYCHUSAM U K HAPYIIICHUIO
KavyecTBa JKU3HU. B3anMocCBsA3b 3a00€BaHNS U €T0 TIOCTEeCTBUI MpeCcTaBlieHa Ha
cxeme (Jette A., 1994).

KauecTBO XKN3HMN

HapyuweHne
> ObITOBOV 1 COLMASIbHOM
aKTUBHOCTU

MaTonornuecknin Hapywenne
» [loBpexaeHne
npouecc byHKLMM

BzanMocBsI3b TaTOIOrHYECKOTO mnpornecca u €ro TOCIEICTBUI.
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Kpowme Toro, B mocieqHee BpeMsi 0COOEHHO aKIIEHTUPYETCS POJIb COIHMATBHBIX U
JUYHOCTHBIX (PaKTOPOB B peabuimTanuu 0OJbHOTO WM MHBanuAa. KoHuenTyals-
HBIE TIPEJICTABICHUS O B3aMMOCBSI3H MTOCIIEACTBAN OONE3HH BaYKHBI JJIs1 TOHUMAaHUS
CYTH HEHpOpeaOMIUTAaluU U ONpPEACTICHUS! HANpPaBICHHOCTH PeaOMINTalUOHHBIX
BO3JICHCTBU.

OnTuMalibHBIM MIPY TPOBEAEHUN BOCCTAHOBUTEIIBLHOTO JIEYEHHSI HEBPOIOTHYECKUX
OONBHBIX SABISIETCA YCTPAHEHUE MM TOJIHAs KOMIIeHcalus MoBpexaeHus. OaHaxo
9TO JalleK0 HE BCErJa BO3MOXKHO, M B ITHX CIIydasX >KEJNaTellbHO OPraHM30BaTh
KU3HE/ICATEIIBHOCTh O0JILHOTO TAKUM 00pa30M, YTOOBI MCKITIOUUTH BIIMSHUE HA HEe
CYIIIECTBYIOMIETO aHATOMHUYECKOTO WU (pu3noormueckoro nedekra (Hampumep,
MyTE€M HCIOJIb30BaHUS MPOTE30B, BCIIOMOTATENbHBIX OBITOBBIX ycTpoiicT). Ecnu
U TIPH 3TOM TPEXKHSS JCATEILHOCTh HEBO3MOXKHA WIIM OTPHUIIATENILHO BIUSIET Ha
COCTOSIHHE 3JIOPOBBS, TO HEOOXOAWMO TepEeKIoueHUEe OONBHOTO Ha TaKHWE BHJIBI
COLIMAaJIbHON aKTUBHOCTH, KOTOpPBIE B HANOOJbINEH CTENeHN OyayT CIIOCOOCTBOBATh
YIOBIETBOPEHHIO BCEX €0 MOTPEeOHOCTEH.

Takum 00pazoM, HelipopeaOUIUTALS — OHITHE 3HAYUTENBEHO Oolee MNUPOKoe,
YeM MPOCTO COBOKYITHOCTh METOZIOB M METOAMK JIeUeHHs OOIBHOTO; HEHpopeadun-
TalMs BKIIOYAeT B ce0sl LENYI0 CUCTEMY TOCYIapCTBEHHBIX, COLUATEHO-3KOHOMU-
YECKHUX, METUIIMHCKUX, MPOPECCHOHATBHBIX, NEJarOrMYeCKUX, MCHUXOJIOTHIECKUX
MEPONPUSATHIA, HalPaBJIEHHBIX, 110 onpenenenuto M.M.Kabanoga (1978), «He TonbKo
Ha BOCCTAHOBJICHHE WJIM COXPAaHEHHE 37I0POBbs, HO M HAa BO3MOXKHO OoJee MOoIHOoe
BOCCTAHOBJICHHE (COXpAaHEHHE) JIMIHOTO M COIMAIBHOTO CTaryca OOJIBHOTO WIIH
VHBAJIH]IAY.

Hmxe MBI 0OCTaHOBHMCSI TONBKO Ha OOIMUX BOMpOcCax HelpopeabuiuTaiuu, He
00CYyX/1ast YaCTHBIE aCTIEKTHl BOCCTAHOBUTEIHLHOTO JIEUCHHUS IPH KOHKPETHBIX HEBPO-
JIOTHYECKUX 3200JICBAaHHSIX.

30.2. Noka3aHnA K peabunuraumm HeBPONOrMYeCKMX 60NbHbIX
1 chopMbI ee opraHusauum

MenuiHckas peabuauTanus MoKa3aHa TeM HEBPOJOTMYECKUM OOJIBHBIM, Y
KOTOPBIX BCIIEICTBUE 3a00JICBaHMSI UMCIOTCSI BEICOKUN PUCK JUTMTEIBHON HETPYIO-
CITOCOOHOCTH WJIM CTOMKOTO CHIDKCHHUS COITMATBHO-OBITOBOM aKTHBHOCTH JTHOO yKe
c(hopMHPOBaBIIIAACS HHBATHIHOCTh. K OCHOBHBIM 3a00JIeBaHUSIM HEPBHOW CHCTEMBI,
q)OpMI/Ip}IIOHII/IM KOHTHUHIT'CHTbI 6OHLHLIX, HYXJAarOOUXCd B BOCCTAHOBUTCIIHBHOM
JICYCHUH, OTHOCSATCS MO3TOBOM MHCYIIBT, TPABMATHUECKUE MOBPEKICHUS TOJIOBHOTO
W CIIUHHOTO MO3Ta, MepudepruiecKre HeBPOIaTHU U TIEKCOIIaTHH, BEpTeOpOreHHEIE
KOPEIIKOBBIC M CIIUHATIbHBIE CHHIPOMBI, IETCKUH 1iepeOpaibHbIil mapannd. Ha meau-
LUHCKYI0 PeaOMIINTAIMIO HAPABISIOT OOJILHBIX, KOTOPBIM PealIbHO MOXKHO ITOMOYb,
T.€. UMCIOIINX MTOJIO’KUTEIILHBIN pea6I/IHHTaHHOHHBII>’I IIOTCHIIHAJI. B cBs3u ¢ 3THM
CHOPHBIM OCTAETCsI BOIIPOC O BKJIFOUCHHH B TIOKA3aHHS K peabUINTaluy IEeMHUEITH-
HUBHPYIOUINX U JETeHEPATUBHBIX (B YaCTHOCTH, HEPBHO-MBIIIIEYHBIX ) 3200I€BaHUH.
B rocymapcTBax ¢ BBICOKOPa3BUTOI SKOHOMHUKOM JIJIsl TAKHX OOJIBHBIX B PSJIC CITyYacB
CO3JIAIOTCS CICIMAIbHBIC CTAI[MOHAPHBIC OTIICICHUS, KOTOPBIE Yallle Ha3bIBAIOTCS HE
peadWIINTAIIMOHHBIMY, & OTACICHUSIMH JUTS JIOJITOCPOYHOTO JICUCHHS.

OO01ue MPOTHBOIOKAa3aHMs K MPOBEICHUIO PeaOMINTAIMOHHBIX MEPOIIPHUITHIA
BKJIFOYAIOT COITYTCTBYIOIIME OCTPhIC BOCHAIMTEIbHBIC M HHOEKIIMOHHbBIE 3a00eBa-
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HUSI, IEKOMIIEHCUPOBAaHHBIE COMAaTUYECKUE U OHKOJIOTMIEeCKHE OOJIe3HH, BRIPAKCHHBIE
PacCTpOiCTBA MHTEJUICKTYAIbHO-MHECTUYECKON Cepbl U MCUXUYECKHUE 3a0oiie-
BaHUS, 3aTPYIHAIONINE OOIIEHNWE M BO3MOXKHOCTh aKTHBHOTO Y4acThs OOJIBHOTO B
peabunuTanMoOHHOM nporiecce. [Ipu onpenencHny YHCACHHOCTH HEBPOJIOTHIECKIX
OOJBHBIX, HYKIAIOIIIXCS B MEAUIIMHCKON peadMIINTAIIH, MOXXHO TPUOTHU3UTEIEHO
MCXOAUTH U3 nokazarens 20—25% ot o0miero yucia OONBbHBIX, TOTYYAOIIHNX JICUYCHNE
B craimonape, u 40—50% ot obiiero uncia aMOyJIaTOPHBIX MAI[USHTOR.

[Ipu BBIsSIBIEHWHW TIOKa3aHW K peaOWIUTAIlM BOCCTAHOBUTEIHHOE JICUCHHE
JIOJIKHO HAYMHATHCS BO3MOXXHO PaHBIIE U MTPOAOKATHCS HEIPEPBIBHO JI0 TIOCTHKE-
HUS T€X pe3ybTaToB, KOTOPHIE B paMKaX CYIIECTBYIOIIETO 3a00I€BaHUs CAUTAIOTCS
MAaKCUMaJIbHO BO3MOKHBIMU. C y4ETOM MPUHLMUIA HENPEPHIBHOCTU BBIACISIOT
CTaIMOHAPHBIN, aMOyIaTOpHBIH, a B HeKOTOpbIx cTpaHax (Ilombmra, Poccns) eme u
CaHATOPHBIN ATAIbl MEIUITUHCKON HeHpopeaduIuTaIny.

CranuoHapHBIN dTal IpeIyCcMaTpUBACT Pa3INYHbIC BAPUAHTHI TPOBECHUS pea-
OMITUTAIIIOHHBIX MEPONPHUATHI: BBIIETICHHE PeaOMINTAIIMOHHBIX KOCK B OOBIYHBIX
HEBPOJIOTUYECKUX OT/ACICHUSAX CTAIlMOHAPA; CO3IaHNE PeaOUITUTAIlMOHHOTO OT/IeNe-
HUS CTaIfMoHapa sl JICICHUs OOTBHBIX B IIOIOCTPOM IEPHO/IE 3a00JICBAHUS; THEBHBIC
peaduIUTAIIMOHHbBIE CTAIIHOHAPHI.

B nocnennee BpeMs mpakTUUECKH BO BCEX CTpaHAaX HAOMIOMAIOTCS TCHIICHIIUS K
COKpAIIIEHUIO CPOKOB peabMInTaIllui OONBHBIX B YCIOBHSIX CTAIMOHAPA M CMEIIICHUE
aKIeHTa Ha aMOyJIaTOPHOE NIPOBEACHUE peaOMITUTAIIMOHHBIX MeporpusaTiid. OObICHS-
€TCsI 3TO B IIEPBYIO OYepellb CYIIeCTBEHHO 00Jiee HIU3KOH CTOMMOCTBIO PeaO ITUTAIINI
B aMOyJIaTOPHBIX YCIOBUSAX B CPABHEHHUH CO CTallMOHapaMu. AMOylaropHas peaOuiu-
Taus HEBPOJIOTHUECKUX OOJBHBIX OOBIYHO OCYIIECTBIIETCS B pea0MIIHTAIIMOHHBIX
OTACNIEHUSAX TEPPUTOPUATHHBIX MTOJUKIMHUK H aMOYJaTOPHBIX pPeaOrTUTAIIHOHHBIX
oTAeNneHusIX 0onbHUIL 0011ero npodmwis. CylecTBYIOT TakkKe peaduIuTalliOHHbIC
yapexneHus (0OBIYHO IEHTPHI) CMEIIaHHOTO THIIA, PACCYNTAaHHbBIE KaK Ha CTallMOHAD-
HBIX, TaK M Ha aMOYJIaTOPHBIX O0JBHBIX. OTHON U3 BO3MOXKHBIX (HOpPM OpraHu3aIuu
HelpopeadMIHTai MOKET OBITh BOCCTAHOBUTEIRHOE JicueHHE Ha aomy. OmqHaKo
aTa opMa peabIITUTAIIMOHHON MTOMOIIH SIBISETCSI OY€Hb JOPOTOCTOSIICH.

30.3. O6wmMe NnpuHUUNLI HerMpopeadbunuTauumn

K o0mum npuHIMNam opraHuzanvy HeilpopeaOWwiIMTanydy Kak Ha CTaloHap-
HOM, TaK M Ha aMOyJaTOpHOM 3Tare, OTANYAIONNM PeadMINTAIIMOHHYIO TTOMOIIh
OT OOBIYHOTO JICUEHUS], OTHOCSTCS CIEAYIOIINE:

* OpuraaHblii («KOMaHIHBINY) MPUHLINI OPTaHU3ALUN TOMOIIH;

* OCYILECTBJICHHE KOMIUIEKCHOW MCXOIHON OLEHKH COCTOSHHUSI OOJIBHOTO WIN
WHBaNUIa ¢ GOPMYITHPOBKOH peaOMIMTAOHHOTO TUarHo3a nepes HayauioM
MEIUIMHCKON peabuIuTalH;

* IPOBEJCHHE PeadMIMTAlMK MO ONpENENIeHHOMY IUIaHy, COCTaBJICHHOMY Ha
OCHOBaHUH MEPBUYHOMN OLIEHKH COCTOSHUS OOJIBHOTO;

* OCYILECTBJICHHE OLCHKU 3()(PEKTUBHOCTH peabNINTALIMOHHBIX MEPONIPHSTUIL B
JUHAMHUKE H [IPU 3aBEPLUICHUU peabuIuTallMOHHOTO Kypca;

* COCTaBJICHHE INIPH BBIINCKE PEKOMEHIALMU IO Je4eOHBIM, NCUXOKOPPEKIH-
OHHBIM, COLIMAJILHBIM MEPONPHUSITHSAM, MPOBEACHNE KOTOPBIX HEOOXOIMMO Ha
MOCIIEAYIOUINX dTarax peadmInTaIH.
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30.3.1. PeabunurtaunoHHasa 6puraga

Bpuragnas dopma mpoBeneHHs BOCCTAHOBHUTEIHHOTO JICYEHHUS IO HACTOSIIETO
BPEMEHH OCTaeTCs HauboJiee paclpoCTPaHEeHHOW (JOPMOI OpraHHM3aluy Peadun-
TAIMOHHOTO TIPOIIecca, HE3aBHUCHMO OT THMA PEaOMIMTAIMOHHOTO YUPEKICHUS.
MynbTHANCIUILUIMHAPHAS peaOMIUTAIIMOHHAs KOMaHAa, Wik Opuranga, BKIIOYACT
Bpaueil, HEMOCPEACTBEHHO 3aHMMAIOIIUXCS BOCCTAHOBUTEILHBIM JICUCHHUEM, Bpa-
Ye-KOHCYIBTaHTOB (KapHOJIor, OPTOMEN U JIp.), KOTOPbhIE MPEIOCTABISIOTCS OpH-
rajie 1o 3asiBKaM, CpeIHHUI MEIUIIMHCKUI repcoHal. OCHOBHBIMH CIICIUATHCTAMH,
BXOZSIIAMHA B HEHPOpeaOWINTAIIMOHHYI0 OpHUTamy, SBISIOTCS CIIEIUAIUCTHI 10
KHHE30Tepanuu U (GU3NOTEpanuy, MEIUIIMHCKHIA TICUXO0JIOT, ICUXOTEPAaIIeBT, COILIH-
aJTBHBIA PabOTHHK, a TIPH HEOOXOAMMOCTH — JIOTOIIE], HEUPOTICHXOJIOT, TPYIOTepa-
neBT. bpuramy Bo3raBisieT HEBPOJIOT, MPOMICAIINN CIEIHATbHYIO MTOATOTOBKY IT0
BOIPOCaM MEIMIIMHCKON peabunuranuu, Ju0o (3a pyOexoM) Bpad-peabHIUTONOT,
XOPOIIIO BIAJEIONINA OCHOBaMHU HEBPOJIOTHU.

CrienuanucTel OpUTabl COBMECTHO ONPENCISAIOT PeaOuINTAllMOHHBIN JHarHo3,
IJIaH, MPOMOIDKUTEIBHOCTD U 3((HEKTHBHOCTH peaduiIuTaIii O0JBHOTO, YCTaHaB-
JIUBAIOT KOHTAKThI C YYaCTKOBEIM (32 pyOe:KOM — ¢ CeMEHHBIM) BPauoM, a TaKkKe CO
CITy’k0aMH COITUAJIBHOM TTOMOIIH JIJIsl PELICHHS BOIIPOCOB, CBA3aHHBIX C BO3Bpallle-
HueM O0nbHOTO B 00111ecTBO. [10700HKI OpHra HBIil TOAX0/ HarnboJee onpaBIaH Ipu
peabUIUTAIIMU TSDKENNBIX OOJNIBHBIX M MHBAIMIIOB; B TO K€ BPEMsl IIPH MPOBEIACHUU
BOCCTaHOBUTENBHOTO JICUSHHS MAIFIEHTOB C MEHEE THKEIIOH MaToIoTHeH puBIIede-
HUe OpUrajpl BBICOKOKBaTU(PUIIMPOBAHHBIX CIICIIUATMCTOB 3HAYUTEIHHO TTOBBIIIACT
CTOMMOCTD pEaOMITHTAIIHH.

30.3.2. PeabunutauymoHHoe obcrnenoBaHue

PeabunuranuonHoe o0cie0BaHUE HEBPOJIOIMYECKOTO OOJIHHOTO BKIIHOYAET B
cebs aHanM3 ’kallo0 W aHaMHe3a TMalHMeHTa, IMPOBe/leHHe KIMHUYECKUX W HHCTPY-
MEHTAJBHBIX UcclenoBaHuii. OCOOCHHOCTHIO Pea0IIUTAIIMOHHOTO OOCIIEIOBaHMS
SIBJIICTCS] aHAJIM3 HE TOJBKO (PU3NUECKHUX Ne(EKTOB, HO M BIUSHUA 3TUX Je()EKTOB
Ha XHU3HEACATENLHOCTh NanueHTa. B nporecce o6cnenoBanst HEOOXOAUMO Onpesie-
JIUTh KaK CTEIICHb MOBPEXKICHUS OPTaHOB WK CUCTEM, TaK U YPOBEHb COIMAIBHBIX
OTrpaHUYCHHUH BCJICACTBUE OOJIC3HH UM TPABMBIL.
7Kano6b1 1 anamHue3. Paccripocy G0NBHOTO B PeaOHIUTONIOTHH YICISAETCS 0C000¢
BHUMaHKEe. CBSI3aHO 3TO C TEM, YTO B HACTOSAIIEE BPEMS UIMEHHO JINYHOCTHAS OlICHKA
CBOETO COCTOSIHUSI 1 BO3MOXKHOCTEH, T.€. OlleHKa 00YCIIOBICHHOTO 37I0POBhEM Kaue-
CTBA JKU3HU, PACCMATPUBACTCS KaK Ba)KHEHIasi OTIPABHAS TOYKA JUIS JaJIbHEHIINX
peadHINTAMOHHBIX BO3ICHCTBHA.
COop xan006 W aHaMHe3a HEOOXOIUMO TOCTPOUTH TaKUM 00pa3oM, YTOOBI HE
MIPOIYCTUTh HanOoJIee CyIeCTBEHHBIC MOMEHTBI B pa3BUTHHU 3a00JeBaHMs U CyOb-
€KTUBHOM BOCTIPUSATHH NAIIMEHTOM TOCIECTBUI Ooe3Hu. Pexomenayercs neneHa-
MPABJICHHO PacCIPOCHUTH OOJBHOTO U MOJYYHUTh €r0 OTBETHI MO CICAYIOIIUM ITyHKTAM:
* OCHOBHBIC XaNl00bI (00JIH, HAPYIICHUE TOXOIKH, TOBBINICHHAS YTOMIISIEMOCTb,
«HE CIYIIAOTCS PYKH/HOTHY, HAPYIICHHE KOOPAUHAIIMY H T.1.);

* HCTOPHS Pa3BUTH 3a00JICBaHUS U BOZHUKIIKX B CBA3M C HUM IIPOOJIEM: PEKO-
MEH]TyeTCS HE TOJIBKO BBISICHUTD ITOJTyYSHHOE MAIIUEHTOM JIeUeHHe U ero 3 dek-
TUBHOCTh, HAJIMYUE COIYTCTBYIOIIMX 3a00JI€BaHUI M aJIIIEPTUH, HO U MTOITPOCHUTh
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