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cocTtaBigeT 8-9 cimydaeB Ha 100000
JIeOIT KIMHUYECKUX TMPOSBICHUN Yallle
MOJIOJIOM Bo3pacte. CpenHur BO3pacT
coctasisieT 30 ner. [Ipu 3ToM pasButhe
HHOM MO3T€ OOBIYHO OIlepekKaeT

CHUSL. 3abosieBanue qare

ITO3BOJIACT
PAHUYUTb CUPDHUHI'OMHUCIINIO KAK:

HYIO C KpaHUAIbHBIMH (DaKTOpaMH
- CBSI3aHHYIO CO CIIMHAJIbHBIMM (DAKTOpaMH.



Manbsdopmanus Kuapu 1 u 2 Tuna Manbsdopmanmu (IruacTeMaTOMHUEIIHS,
«OKEeCTKasl KOHIIeBasi HUThY», spina bifida)

bazumnspHas umnpeccus Onyxomnu (3KCTpaMenyJIIIpHbIE,
UHTPAMENYJUISIPHBIE, SKCTPAAYPAJIbHBIC)

Anomanus Jlenau-Yokepa ApaxHonaTtuu (IIOCTTpaBMaTHYECKUE,
MOCTXUPYPTUYECKHUE, TOCTMEHUHTUTHBIE,
MIOCTreMOppParuuecKue)
Manast 3aaHs151 UepernHas siMKa JlereHepaTruBHbIC 3a00I€BaHUS

MO3BOHOYHMKA (MPOTPY3HUS
MEKITO3BOHKOBOTO JMCKA, CTEHO3
IMO3BOHOYHOI'O KaHaja, CKOJI1O03, KU(ho3)

OmyxoJi1 3aJHEW YEPETHOU SIMKH

CyOTeHTOpHaIbHBIE OITYyXOJIH

Masnbdopmanus Kuapu 1 Tumna pacnpocTpaHeHHOCTb MpU CUpUHroMmueanu coctasisieT 60 - 80%.
PacnipocTpaHeHHOCTh CIIMHAIBHON CUPUHTOMUEIIMM COCTABIISET MPUMEPHO 1/6 4acTh OT Bcex

CILy4a€B CUPUHIOMUEIIHH.
Haunbosnee yacTbiMu 3THOJOTHYECKUMU (DAKTOPAMH B 3TOM CIIy4ae BBICTYNAIOT CIMHAIbHBIE
ornyxosu — 10%, cnuHaibHbIE TpaBMBI — 3 - 5%



Anomannsa ApHonapga-Kuapn 1
THIIA: OIIyIleHVie YacTV MO3KeuKa
(ero MyHIAIVIH) HVDKE TUIOCKOCTU
OO0JIBIIIOrO 3aTBUIOYHOT'O OTBEPCTIS
CO C/IaBJIeHVeM CTBOJIa MO3Ta.

Anomannsa ApHonpaa-Kuapn 2
TUIIA: B 3aTBUIOYHOE OTBEPCTHE,
KpOMe MUHIAJIVH MO3>KeUKa,

CITyCKaeTcs TakKe IIPOA0JIrOBaTHIV
‘MOSI‘ VI CpeTHUI MO3T (CTPYKTYPHI,
HaxoAIyecs 4y Th Bblllle). YacTo
COIIPOBOXK/IaeTCs He3apallleHVieM
IOy>KeK II03BOHOYHIIKA,
rvpapoledanmen (HapyLeHeM
OTTOKa JIMKBOPA 13 I10JIOCTEN
roJIOBHOrO Mo3ra. JInksop -
XUIKOCTB, o0ecrieurBaroIias
IuTaHve M OOMeH BeIlecTB B
rOJIOBHOM MO3Te).




- (Oa3miasspHas MHBaruHaIus) — 3TO
MIaTOJIOTHYECKOE COCTOSHUE,
3aKJIFOYAIOIIEeCsl B CMEIIICHUH B
MOJIOCTh Yepelia KpaeB
3aThIOYHOTO OTBEPCTHS,
3aTHUIOYHBIX MBIIICIKOB
3y0OBHHOIO OTPOCTKA BTOPOTO
HIEMHOI'O MMO3BOHKA.




Anomanusa [lennv — Yokepa
IIPOSIBJISIETCS
pacnImpeHmeM

c popmmpoBaHVIEM
JIMKBOPHOV KVCTHI 3a/THEN
YyeperrtHom sIMKU,
HeIopa3BUTVEM VI
TCYTCTBUIEM YE€PBsI MO3XeUKa
B COUeTaHI
C

Pa3IMIHOV CTEIIeHN
BBIPAKEHHOCTML.




Teopuu marorenesa AeJIATCA Ha 2 TPYIIIEI.

I. Honocreodpazopanue 3a cuer npoHukHoBeHHs I[C)K B cnumHHOM MO3r B
pe3ysbTare rpaicHTa JaBjIeHU:
a) 4epe3 CKPBITO (DYHKIIMOHUPYIOUIMI [IEHTpalbHbIN KaHal u3 [V xkenynouka;

0) Hepe3 CHMHHOMO3IOBBIC MEPUBACKYJISIpHBIE MpocTpaHcTBa BupxoBa — PoOuna u3
CIIMHAJIBHOIO CY0apaxHOMIaILHOIO MPOCTPAHCTBA;

B) Yepe3 30HBI BXOXKACHHUS 3 JHUX KOPEIIIKOB.

2. [llonocreoOpa3zoBaHWe€ 3a CHET HHTPAMEIYJUIIPHOTO  HAKOIUICHUS
BHEKJICTOYHOM JKMJKOCTH BCJEACTBHE TIPEMATCTBUM €€ OTTOKa B
cyOapaxHOWTAIBHOE POCTPAHCTBO WJIn 00yCJIOBJIEHHOTO
HHTpaAMEIYJUIIPHBIM T'paJd€HTOM JaBJACHHUS BBIIIC W HUXKE YPOBHI
HHTpaTeKaJIbLHOro 0JIOKA U HApYIIIEHUEM IreMaTOMHUEIMTHYECKOTro Oaphepa.

BrxanmHmMsaHue Caniiotaioer

MO3Xeuxka PacuinpesrHbiA No
Popme nonocTm CyGapaseonaanseoe

I i

MNOBMIUEHO JABNCHME B COINNNOM MOITe
MNOoHMKEHO B CyGapaxHOMAANEHOM NPOCTPaHcTSe

O6nacroobpazosaHmn BHeKNneTouHoe

senTypupddexrta CKOMMeHME XXMOKOCTH

Bonbwoe
orsepcrme



Kiaaccudukarn
wst — 10%

ITPAJILHOTO KaHajla
aporiedanus (MOCAeACTBUS MEHUHTUTA, TEMOPParim)

1a (Chiari 2, sHuedasoiesne)

ITepBuyHbIe TapeHXUMaIbHbIE MTOJOCTH:
uﬁa Chiari 1 1) mocTTpaBMaruuecKue

HBarvHaIus 2)IoCTUIIeMUYECKHe/MH(DEKITMOHHBIC
 aPaXHOUIUT 3) mocTreMopparuyecKkue
JISIpHAsi KOMIIPECCHUS

'5) npuoOpeTeHHas AUCIOKaMs MUHJAINH

O3KeUKa (KpaHMOCUHOCTO3, 00BEMHBIN MPOLIECC U JP.)
ITI. ATpoduueckrie moa0CTH (CUPUHIOMUETHS €X Vacuo)

IV. HeommacTtnueckue mojiocTu



Tunbli CUPpUHITOMUETTUN

J Coobuwarowancsa cupuHrommenus. TepmMuH «coobLuarLasca»
obo3HavaeT coobueHne KUCTbl ¢ cybpaxHouganbHbiM
NPOCTPAHCTBOM

ﬂocn'paama'mqecxan CUPUHIOMUENUA. .

CupUHroMuenus Kak cneacTeve CNMHanbHbLIX apaxHoManTOB U
apaxHonaTuw.

CUpMHroMuenus, acCouMMpoBaHHasi C ONyXOnsiMA CIIMHHOIO
Mo3ra.

Cupuuromnenuﬂ, Bbi3BaHHas cgaaneuuem CNMMUHHOIo Mo3ra
obpazoBaHMAMMU HEONYXONEBOW ITMONOIrMKU(HaNpUMep, rpbbkamu
ANCKOB LWeWnHOU Nnokanu3auun, KpynHbiMiu o4aramu
AeMuenunHn3aumn B CMHHOM MO3re npu paccedaHHOM CKrnepose U
ap.).

J UanonaTtuyeckas CUPUHIOMUENUA — NPUYUHBLI PA3BUTUS

no Barnet (1973)
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DEJICTABJICHBI IIAPECTE3UAMU , YYBCTBOM
SHUA, II0JI3aHWMS  Mypamek, a B
€p€  HapacTaHus  PaCCTPOUCTB

YYBCTBUTEIBHOCTHIO. 1o Mepe
peccupoBaHusi 3a00JICBAaHUS MAPECTE3UM IMOCTEIEHHO
IFOTCSI THUIIO- U AaHECTE3UEH TeMIEpaTypHOU U 00JEBOM

qyBCTBUTEIbHOCTH. HapylieHnss 4yBCTBHUTEIBHOCTH Yallle
MPEACTABIEHBI B  BHJIE  «BOPOTHUKA»,  «KYPTKW»,
IIOTYKYPTKW. OnHu HOCST CErMEHTapHBIN —

JUCCOLMUPOBAHHBIN XapPaAKTEP — JOMUHHUPYIOT PACCTPOUCTBA
00JICBOM W TEMIEpPaTypHON  YYBCTBUTECIBHOCTH  IIpH
OTHOCHUTEJILHOM COXPAHHOCTH ITyOOKON YyBCTBUTEIBHOCTH.



Yrpara Goneson
1 TEMNEPATYPHOW
YYBCTBUTENLHOCTU

Nopaxenue

nepndepreckoro
MOTOHEHPOHA




XapakTtepHbl 0€30
OTMEUAIOTCSI TIPE




Hapymienuss  nryOokoid
€JIbHOCTH  BO3HUKAKOT B
CTainuu 3a00JICBAaHUSA MPU
IOIEPEYHBIX  pa3Mepax
JAYECKOr KuCThl. OHu
OTHOCSTCS K IIPOBOIHUKOBBIM
HapyLICHUSIM 7| CBSI3aHbI C
PACTSKEHUEM U KOMIIPECCUEUN 3aJIHUX
TOJIOOB.

B cayyae dopmupoBaHUS MIHPOKOM
OJIOCTH BO3HHUKAET CIaBJICHUE
arepajibHbIX  CIMHHOTAJIaMHYECKHUX
aKTOB B OOKOBBIX CTOJI0aX C OJHOM U
C 00eux CTOpPOH, YTO MPOSBIISIETCS
IIPOBOAHUKOBBIMU pacCTpPOMCTBAMU
OoJieBOM 1 TeMIIepaTypPHOU
qyBCTBUTCABHOCTA B HIKHHMX YacTIX
Tena.
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Ecinn cnmHHOTanamMu4ecKui
TPAaKT CHABJIMBACTCS HA YPOBHE
IIPOJIOJITOBATOr0  MO3ra, TO
OoJieBasi MW TemIeparypHas
YyBCTBUTEILHOCTh
HAPYIIACTCSA 178107
yTpauYnBa€TCsA Ha BCEU
KOHTpaJIaTEPATIbHON I10JIOBUHE
TEa. Bo3MoxHO€e
IOBPEXKJICHUE  CIHUHAJIBHOIO
gpa TPOWMHUYHOTO  HEpPBA
IIPUBOJAUT K  BBIIAJCHUIO
OOJICBOM M TeMIEpaTypHOM
YyBCTBUTEILHOCTH B
HAPY)XKHBIX CErMEHTax JIWIIA;
o0jlacTh KOHYHMKA HOca H
BEpXHEM TIyObl IIOpaxkaeTcs
MMOCJIETHEM.

Puc. §7. Boinanenue GoneBoii u TeMnepaTypHOl 4yBCTBUTENLHOCTH NPH CHPHHIOMHESHHU
Ha JHUE; B BUIE XKYPTKH» HA PYKaX H TYJOBHILE.




2)J1BUrareabHbIC pace

TSIX, aTpouen ITyOOKHX MBIIIL PYKH C

CCTBCHHO I[I/ICTEU'H)HBIMI/I Imapc3aMu B



OpPaXXEHUE BEr€TaTUBHOU HEPBHOU CUCTEMbBI IMpPHU
OIIPEAECIIAOTCS BOBJICUCHUEM ee
17| HAJICETMEHTAPHOIO OTIEJIOB.

DACCTPOKICTBA B PYKAX XapPaKTEPU3YIOTCS

~ MPaMOpPHOCTBIO, TUIIEPTUAPO3OM,

IIepPKEPaTO30M, JKPACHEHUEM  KOXH, THUIIOTHUIAPO30M,

UTMEHTAIIEH, mﬁmpodmeﬁ KO)KM U HOITEW,

€0apTPOIIATUEN AECTPYKTUBHO-TUIIEPTPOPUIECKOIO THUIIA

taBbl [llapko). Hapymenue meHTpadbHBIX MEXaHHU3MOB

STATUBHOW  PETYJSILMU  TPOSBISIFOTCA  HApPYIICHUEM

[MOBACKYJISIPHBEIX PEMIEKCOB M (DPYHKIMH JbIXaHUSA. ITO

\‘ MOYET ObITh OOYCJIOBJICHO KaK HAJM4YMEM MOJOCTH B CTBOJIE

WJIA PE3YIABTATOM KOMIIPECCHUM CTBOJIA MO3ra Majib(popMaruein

Kuapu nin 0a3uiisipHoli THBarnHaIueu.




THuecKas Ae(opManys Mo3BOHOYHHMKA Pa3IUIHOM
SHHOCTY — OJIUH M3 PACIIPOCTPAHEHHBIX CUMIITOMOB
enuu. B JIETCKO-IOHOMIECKOM BO3PACTE CKOJIHO3 -
PYIOIIMM U HAaKOOJIEe PAHHUM KIMHUYECKHM
(Tl CAPUHTOMUEINH, BCTpedaroumcs B 50 -
| DJIEE PACTIPOCTPAHEHA JIEBOCTOPOHHSIS
PABIEHHOCTH CKOJNMO3a, COYETAFOIIETOCS C
YUHTOMUEIIUEN.




WHCTPYMEHTAJIBHBIM METOAOM JHArHOCTUKH

IPU KOTOPOU JTOCTYITHBI
bl, JOKaJM3alus, NPOTSHKCHHOCTh U
ypa IOJIOCTH B CIIMHHOM MO3Ie, a TaKXKe
Mop(bonomqecmm M3MEHCHUS,
€€ pa3BUTUI (MO3KEUYKOBOM
IpPEeCCUs, OMyXOJIb CIIMHHOIO

Ty KUBIIUE TIP
nusi, Oa3uIIsIpHas
auT.]I.)
TIBIOTEPHAs TOMOTpadus B MUEIOrPaPHUIECKOM PEKUME
€ II03BOJISIET BU3YAJIM3UPOBATh CUPHUHIOMHUEIMYECKYIO
Ha aKCHaJbHBIX CpPE3ax B BHJIE CUMITOMA «OBIYBEIrO
I71a3a».







eJIVVI BCe SIBJIEHVS Pa3BMBAIOTCS
0, OCTPO, BCJIe[] 3a TpaBMOV],
oTCS 00ITTee COCTOSIHIE



faccunuu

BpeMeHM VCIIO0JIb3yeTCsl HECKOJIBKO KilacCPUKAIINIL OITyX0JIeV CIIMHHOTO
IbHO IIPV3HAHHOM SBJIsIeTCs KilaccrdmKaliys IIpUHATas SKCIIepTaMi
sanyn 3gpasooxpanenns B 1993 rony (Kleihues P., Burger P.C.,

10, 1993), koTopast ocHOBaHa Ha I'ICTOJIOITYECKOV IIpUpozie
TOMIYeCcKasl JIOKaJIV3alVs OITyXOJIN SIBJISIETCS] KpUTEPUeM
MduKaLy — OIyXoJIM KpaHMoBepTeOpasibHOro repexona (H/3
0 OTJeJIa, TPYAHOIO M MOSICHUYHOIO OT/EJIOB.

YMIKAITT g

‘ 1 HOBOOOpa30BaHMs IIPVIMEHSIIOT pas/INyHble
TYeCKyie OpMEeHTUPHI

Jepoorl — SKCTpajypabHble, MHTpa-
pajibHBIe (pacTyIiyie IO TUILY «IIeCOYHBIX YacoB»), CyOmypaIbHbIe
ITyJUIIPHBIE 1 IHTpaMeyJUISpHbIe HOBOOOpa3oBaHs;

10 63aumoc — JOp3ajIbHBIe (K331 OT 3aHVX KOPEIIKOB),
paJIbHbIe (MeX]1y 3y0uaTov CBA3KOM M 3aJHMI KOPeIlIKaMi1), BeHTpaJIbHble
DT IIepPeTHVIX KOPEIIKOB) ¥ BEeHTpOJIaTepajIbHOe (MeXTy 3y0UyaTov CBSI3KOM 1
AMVI KOpeITIKaM).

/ eyIOIIero M3JI0KeHVsI MBI MCIIOJIb3yeM OoJiee MIMPOKYIO TPAaKTOBKY

aHe eCKOVI KJIacCUPUKALIVL.

VIHTpaMeyJUIApHBbIE;

SKCTpaMenyJUIApHble, CXOA4IIe 13 BHyTpeHHero jmcta TMO, 3y0oBMaHO CBS3KH,
HaJIbHOVI 000JI0YKM, MHTPady PajIbHOV YacTy CIIMHHOMO3IOBOI'O KOpeIlIKa.

no 63a

IepBUYHBIE — W3 II03BOHKA, HAJKOCTHILIBL, CBS30K, Xpsillia, HAPY>KHOIO JIVICTKAa TBEPIOV
MO3TOBOVI O0OJIOUK;

m  BTOPWYHBIE (MeTacTaT4YecKle).



— 3TO OIYXOJIb C
eVl B aHATOMIMYECKIX 00Opa30oBaHIIsX,
VIHHOVI MO3T (KOPEeIIIKY, COCYIIbI,

paJIbHBIE (PacIOJIOXKeHHBbIE T10]] TBEPIO
BOVI 000JIOYKOVI) VI Sy PasIbHbBIE
OJIOJKEHHBIE HaJl 3TOVI 0O0JIOYKOTIN).

JMTHCTBO 3KCTpaMeayJUISPHBIX OITyXOJIeN
COCTaBJISIOT MEHMHIMOMBI (apaxHOUISHIOTEIVIOM
bl) 1 HEBPMHOMBI.



Kni
3KCTpan

CKNnaabIBe
BOI'O;

HIIpOMa ITOJIOBMHHOIO
daKeHd CIIMHHOT'O MO3ra;

CUHJIpOMa ITOJIHOTO
[IOIIePEYHOI0 ITIOpa’keH s
- CIIMHHOT'O MO3TIa.



eYJUIAPHBIX OITyXOJIeV XapaKTepHbl paHHee

e KOPEIIKOBBIX 00JIent, 00ObeKTMBHO BbISBIIsieMble
3CTBITEJIBHOCTY TOJIBKO B 30HE ITOPa’kKeHHBIX

fe VIV VICYe3HOBEHVIe CYXOXVIIbHBIX,

BIX pedIIeKCOB, yTrM KOTOPBIX IPOXOOAT Yepes
JIOKaJIbHBIE ITape3bl C aTpod et MBIIIIL]

fepe cAaaBiIeHNs CIMHHOTO MO3Tra ITPVICOeAVHSIOTCS

OJIHVIKOBBIE 00JIM 11 ITapecTe3uit C OObEKTVBHBIMU

pOVICTBaMI YyBCTBUTEJIBHOCTI. [Ipu pacriosio)keHmM Oy xXosIm Ha
)BOVA, IIepeIHeO0KOBOV V1 33/ JHEOOKOBOVI IIOBEPXHOCTSIX CIIMTHHOIO
B CJIy4ae IperMYyIIeCTBEHHOTO CAaBJIeHVIs ero I10JIOBVHBI B
eJIEHNVI CTa/ IV Pa3BUTKS 3a00J1eBaHMs HEPEIKO YIaeTCs

b KJIaCCMYeCKYI0 popMy WiIM 3JIeMeHThI cCHpoMma bpoyn-

= C TeyenmeM BpeMeHN I[IPOSABIIAeTCs CYMIITOMAaTMKA COABJICHVISE BCETO
IOIIepeYHIMKa MO3ra 1 3TOT CMHIPOM CMeHseTCd ITaparape3oM Vin
naparurervert. CHioKeHue CiIbl B KOHEYHOCTSIX 1 OObeKTBHbIe
PaccTpOVICTBa YyBCTBUTEIIBHOCTYI OOBIYHO BHavasle IPOSABIISIOTCS B
AVICTAJIBHBIX OTZIesIaX TeJjla M 3aTeM IIOAHVIMAIOTCA BBePX A0 YPOBHA
IIOPaXeHHOI'0 CerMeHTa CHVHHOI'O MO3Ta.



JKCcTpamMeaoynnsapHbie onyxonu
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UHTpameny

(OJIVI CITMTHHOI'O MO3ra
OV IIaTOJIOT' eI, OHU
IHHC m He 60s1ee 20%
eyl TaHHO
TpaMenyJUIAPHBIX
TecaTVIeTVie

1, Cristante 1. 11
IKOBAHO C 0 3 BOITBIIIVI
MV OOJIbHBIX . ‘
MV OITY XOJISIMVI CIT
eAYJUIAPHBIX OITyXOJIeV, CO
KaJIV3YIOTCS B IIIEVTHOM W
THeIaX CIIMHHOIO MO3Ta.
"TPOLIMTOMBI COCTABJISIOT IIOYUTHU
YJUISIPHBIX OITyXOJIel; Ha JOJTIO
0JIent (reMaHTr1o0J1acTOM 1

) TIp TCsL 0KOJ10 15% BCex

"DUMO3TOBBI XOJIevi CliTHHOro Mo3ra. Cpenm
2@ PeIKIMX I'VICTOJIOTYEeCKMX TUIIOB
VIHTPaMeAyJUIAPHBIX OIyXOJIeVI BbIAEIISAIOT
OJITOIEeHAPOIJIVIOMBI,
OJINTOACTPOLMTOMBI, JIMIIOMBI, MeTacTa3bl Paxa,
SMVIZIepPMOW, IEPMOVIZI, TepaTOMBL, IIEPBUYHYIO U
MeTacTaTUYecKyo JIMME$OoMy, MHTpaMeyJUIpHble

MO3ra.
ACHO




TOMBI BCTpedaroT 0os1ee uacto - 10 81% ot o01ero

ey ISIpHBIX omryxosiev ciimHHOro mo3ra (Raffel C. M

s1 KaK y B3pOC/IBIX 3IIEHAMMOMBI 00Hapy>kKuBaroT B 56%
x omyxosievi (Simeone F 1990).

I CIITHHOTO MO3Ta B HaYaJIbHBIN ITepo 00JIe3H!
KIIVHYECKVMY ITPOSIBIIEHVSIMU

I'MYeCcK/M CUMIITOMOM MHTpaMelyJUISPHBIX
CHMHHOTO MO3Ta SIBJISIe OKaJIbHas1 00JIb BI0JIb TIO3BOHOYHOTO

% OOJIBHBIX OHA SIBJISIETCS OCTPOVI B ITO3BOHOYHVIKE COOTBETCTBEHHO
uto ortyxoiu (Epstein F u coaBT. 1995). bosib uartiie Bo3HMKaeT B
OJKeHW, XapaKTepHa HOYHAasl, HEYeTKO JIOKaIM30BaHHas

eckast 00JIb.

ast 00s1b MMeeT MecTo y 10% OOJIbHBIX 1 OOBIYHO OTpaHYMBaAETCS
IIEIHBIMI, TPYIHBIMI VJIV TTOSICHUYHBIMY JIepMaTOMaMM




cresym Bcrpedatorcs Y 10% OosIbHBIX M OOBIYHO 11X
BCTBO >Kapa WIV X0JIOfa B OJTHOV VIV HECKOJIBKIX
X CIydasx 0ojieBble AM3ecTe3Ni MOI'yT ObITh
msiMy 3a0osieBaHMs. KimmHgeckoe TeueHne

, XOJIeVt CIIVTHHOIO MO3T'a COIIPOBOXKIaeTCs
eBBIMI, TeMIIepaTyPHBIMI PacCTPOVICTBAMY COOTBETCTBEHHO
HIO IIOpaKeHs, IIPY COXPaHeHM TaKTVJIBHOTO VI IIO3ULIMOHHOIO

Ba.

cJIy4aeB CcJ1a00CTh HIVDKHMX KOHEYHOCTE MOXeT OBITh II€pPBbIM
[(PECTVPYIOIIVIM CIMIITOMOM Yy OOJILHBIX C ITAaHHOV IIaTOJIOTMET.
MWTHasE CMMIITOMATVKA, KaK IIPaBWIO, COIIPOBOXKIAETC

CTBIO 1 anocpI/IeIZ MBIIIII] KOHEYHOCTET.

YHOCTB, IOBBIIIICHVIE CYXOXXVWIBHBIX pedIIeKCOB,
3 IIaTOJIOrMYeCKye CTOIIHbIE 3HaKM MOI'YT IIPOSIBIIATHCS IOCTaTOYHO PaHO
| y OOJIBHBIX C IIOpa’keHVeM CIMHHOI'O MO3Ta Ha IIIeTHOM VI TPyAHOM
YPOBHSIX.

= BHYTpMMO3roBble OIIyXOJIM B psifie CJIy4YaeB IIPOABIIAI0TCA CUMIITOMaMm
IIOBBIIEHHOI'O BHYTPUYEPEITHOI'O JaBJIeHMs, SIBJIEHSIMM
rwj;pou;ecpannm, TOJIOBHOW OOJIBIO, TOIITHOTOV, PBOTOV, 3pUTEJIbHBIMI
paccTporicTBaMi, HapyIHeHVISIMY ITOXOIKA.




HapylLIeHM1A

e BEIpa)KeHBI B PyKax 1 dallle IIPOsIBIIIOTCA
bHBIMVL PACCTPOVICTBAMU B BUIe IIapeCcTe3nil U
10CJIe YOI IM ITPVICOEAVHEeHVIEM BepXHero
eprpepraecKkomMy TUITY C Pa3BUTHEM
DYIIICHVIV HVDKe YPOBHS IIOPaKeHMI;

CITMMTHHOI'O MO3r'a

[IITOMBI IIPOABIISIOTC Jie CIIaCTVKW V1 CeHCOPHBIX
/INEHNVI B HOraX. XapaKTepPHO pasBuUTIe YyBCTBUTEIbHBIX
TIEHNVI OT KayJaJIbHBIX OT/IEJIOB K AVCTaThHbIM. Becbma
PasBMBaIOTCs HapYILIeHV MOYENCITY CKaHVISL 110 TUILY

’fgariie MaHPeCTUPYIOTCS YIIOPHBIMY OOJIIMI B CIIVIHE
1 Horax. CxoJICTBO KOPEIIKOBBIX OOJIeVt TPV OCTEOXOHPO3e
II03BOHOYHIKA 11 HOBOOOpa30BaHMM ITOSCHUYHOTO YPOBHS
TpebyeT TinaTesIbHOM anddepeHIaIbHO AVMarHOCTUKIAL.
Turmasse!l Hapymenws PyHKIIVI Ta30BbIX OPTaHOB,
ITPOSABJISIONIIECS 3aIePKKOVI MOYeNCITyCKaHMA U JedpeKariny,
HapyIleHVeM SPeKIINIL.



HOCST OoJ1ee
[pu SKCTpaMeny UIApHbIX. OueHb 4acThl
praHoB — 3aep>KKa VWiV Heaep kaHye MOYl,
DPBIL, HOI'Ia Henep KaHue Kajia.

Y IOTeps oJI0BOM criocobHocTH. TeueHne
JJINTEJIbHOe, C HeYKIIOHHBIM HapacTaHVeM

'O IIapaiia BsUIBIM CBUIETEIILCTBYET O

BHBIX MI3MEHEHV CIIMHHOI'O MO3ra.



geTcd Hambosiee 4acTo

DaMenyJUIIpHON

o3ra. Bosumkaror
BBICTVUIKIA

16 Mecs1ieB. DTIeHOIMMOM
pacCIIojlaraeTcsd B IIIeTHOM
YIHOM OT/eJIaX, XOTsI MOKHO
Th CKJIOHHOCTB K €€

sHII0 B conus medullaris v
1ale (McCormick P.C 11 coasrT.
eitzer J.S. n coasT. 1992).
cIIydan JIOKaJIM3alm JaHHOTO
¥ 11O BCeMY [IVIHHVIKY

03Ta; YacCTO JJTMHA COJIVITHO

YacTV OITyXC
CpemHni Bo3pacT O0JIbHBIX KojiedsieTcs
ot 30 go 40 szet. bosp, uyBCcTBUTEIHLHBIE

 PaccTpONCTBa, CJIa00CTh B KOHEYHOCTSX —
Haw0oJiee yacTble KJIIMHUYECKIe
CVIMIITOMBI JIaHHOVI OITyXOJIV, OHVI MOT'YT
IIpe/IIecTBOBaTh [IOCTAaHOBKE J11arHo3a
Ha IIPOTsLKeHmM 2-3 JIeT.




VIMOMBI KOHCKOT'O XBOCTa XapaKTepHbI O0JIb B IIPOMEXHOCTY,
CTPOVICTBa, Tapanapessl. [1pu nepsukoMenyusspHon
OITyXOJIVI MOT'YT HaOJII0JaThCsl BEPTUKAIBHBI 1

/I HYICTarM, FOJIOBOKPY>KeHVie, IIPYVCTYIIBI KalllIsd, 00JIb B
VIIOTa, Avicdarys, CliacTUYecKuil TeTpanapes. B
SIEHIVIMOMBI JIOKaJIVM3YIOTCSA [IEHTPaJIbHO B
3[IBUTAIOT IIPOBOJHVIKI CIITHHOI'O MO3Ta B

AIOTCA KVICTaMV pOCTpaIbHee VI KaygajlbHee OT

TOPOHBI, YaCTO COIIP
J1a OITYXOJIMA.

HHBIE JINTepaTyPbl YKa3bIBAIOT Ha BO3MOXXHOCTb Y OOJIBIIHCTBA

BHBIX IIOJIHOTO yOa/IeHVs MHTPpaMelyJUIAPHBIX SIIeHaMoM. VIMeroTcs

IIIeHs O OOJIBHBIX, IIePEeHeCIINX XUPYpritdecKoe jiedeHvie IIpu

VIMOMe, Y KOTOPBIX He OBUIO pelManBOB Ha npoTsokeHum 5-10 jiet

jie onteparninm (Fischer G. 1980). BoccraHoBiieHve PyHKIMI 3aBUCUT OT

€HV JI00IIePallIOHHBIX HeBPOJIOTMYeCKIX PacCTPOVICTB; y I1allIeHTOB,

VX Ha IPOTSDKEHMN [JIUTEJIBHOTO BpeMeH Iapalulerviio 10

LI1AVI, IITAHCOB BOCCTAHOBJICHVIA IBUTaTe/IbHBIX (PYHKIIVI

| pa ecKkit HeT. [In3ecTesmdeckast 00JIb siBjIgeTcs Hanbosiee oOmm
OCJIOKHEHeM I10CJIe IPOBeeHs CPeqVIHHOV MeJIOTOMUV ITPY Y IaJIeHUI
orryxosm (McCornick. VI coast. 1992). IToBTOpHBIE omepariy IIoKa3aHbl
TPV IIPOOJDKEHHOM POCTe SIEeHAVMOM, OJHAKO OHV MOT'YT OCJIOXKHSTBCS
0OpasoBaHVeM JIMKBOPHBIX (PUCTYJI B pe3yJIbTaTe HeOCTaTOYHOIO
3aKPBITHSL Oy paJIbHOV OO0JIOUKM 1 KaK CJIe[ICTBIE — MOTYT pa3BUBaTBHCS
MEHVHIUT VI apaxXHOVINT.






AcTtponuTOMBI

Vie OITyXOJIV
60% y B3pOCIIBIX

Oro MO3ra y3j1a OITyXOJIV C
0’KeHHBIMV POCTPAJILHO U
1a OITyXOJIV. Y3eJ1, KaK
TPOTSDKEHHOCTD B CIIVTHHOM
BOHKOBBIX CETMEHTOB.
IPOCTPaHSATHCS JTaJIeKO 3a

' Ha BeCh [JIMHHUK
Takue kucter Ha MPT
eTKVIMI POBHBIMI

OT HOpMaJIbHBIX TKaHeV CIIMHHOT'O MO3Ia,
KakK I10cjIeHVIe MOKHO YOaJIUTh Dostee
KaJIbHO.




BapMaHT poCcTa aCTPOILITOM — nnq)q)y:aﬂbm, CIIVTHHOU
€H OITyXOJIbIO Ha IJIMTEJIbHOM IIPOTSDKEHUN C
KVCTBI paciiajga B oy xojv. OHM

s HeUYEeTKVIMV, M3beIeHHBIMI I'PaHUITaM,
KpyT KICT paclivpeH HepaBHoMepHo. Ha
CTBO BOKPYT KMCT HaKaIUIMBaeT KOHTPACT,
O CBMIETEJILCTBYET O HaJIMYVM OITyXOJIEBOVI TKaHIA.

oropsle aBTopbl (Malis L.I. v coasT. 1978) oTmMeuaroT, 4TO

KaJIbHOE yaJleHVe aCTPOLIITOM BO3MOXXHO PeKo; y

IIalIeHTOB HaOJII0/1aeTCs yiIydllleHre B

OJIOTMYeCKOM CTaTyce I10cjIe CYyOTOTaIbHOTO yaaJIeH s

OMoIICV OITYyXO0JIV, OJTHAKO 3aTeM HacTyIlaeT

eHune. Cooper P. V1 coast. (1994) ykasbiBaroT Ha
BOSMOXXHOCTB Y 70-80% OOJIBHBIX IIOJTHOTO YOaJIeHVISI OITY XOJIN
11 HOpMaJIv3alui ABUraTeIbHbIX (PYHKIINUI

® H}én acTpoLMTOMax YacThl pernausbl, 50% pelyanBoB
HaOJIFOQIOTCA Ha [IPOTSDKEHMN S JIeT I10CIIe OIlepalivvL.
HexkoTopsle aBTOpE! (Stein B.M 1 coast. 1979) cooliiaroT, uro
VICXOZIBI TI0CIIe XMPYPIMUecKOro JiedeHs acTPOLUTOM XYXKe,
yeM IIpY STIeHIMIMOMax
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b von Hippel-Lindau HacsiezryeTcs mo ayTocoMHO-

THOMY TuUILy. ['eH, IIoBpexieHre KOTOPOro BbI3bIBAET

oVt DoJIe3HM, JIOKJIM3YeTCA B XpoMocoMe 3p25-p26,
om BOsm3u obstactit 3pl3-pl4. B aToit oGitactu

, OTBETCTBEHHBIV 3a Pa3BUTVE TI0UYEeUHbIX

jtlesHn von Hippel-Lindau, xpome

3)KeuKa, CIIMHHOI'O MO3Tra VI CeTYaTKM, MOTYT
KICTBI, KapLIMTHOMBI I10Y€K,
€0XPOMaLTOMBI, ITaHKPeTIYecKye KVICThI, OITyXOJIU
eJIyJOYHOI JKeJIe3bl.

OJIeBaHMe y TaK/x OOJIBHBIX AeOI0TIpyeT 3HaUNTe/IbHO paHbllle
ery v coaBTopbl HaOromamm 20 00IbHBIX (8 My>XXumMH 11 12
HIIH) CO CIIMHA/IBHBIMY reMaHIoOsIacTomaMm B Bo3pacre 1o

et 3abosrermi 76 % 0obHBIX. Y 19 00IbHBIX OBUIN

azly paJIbHbIe OITyXOJIV (BI(CTpaMeJ];/y}IJISI Hble — v 15,5%

BIX, MHTpaMeyJUIIpHble — y 75%,y 62,5% O0JIbHBIX
OITYXOJIV JIOKaJIM30BJIVICh BOJIV3Y IOPCaIbHOV ITIOBEPXHOCTU
CIIMHHOTO MO3ra, y 37,5% — COIIPOBOXIAIVCh 3K30(PUTHBIM
pocroM). Y 0gHOro 60JIBHOTO OITyX0JIb JIOKAJIM30BaJIach
sKCcTpadgypaibHO. Kuctel BersisiieHs! y 50-70% OospHBIX. Y 2
OOJIBHBIX BOSHMKIIO OCTPOe KpOBOWMS3JIVIAHVIE B OITyXOJIb. Y 10
00JIbHBIX 3a00JIeBaHe ObUIO CBs3aHO C OOJIE3HBIO VOon
Hippel-Lindau.






CTosiIIee BpeMs SABJIeTCs MeTOIOM BbIOOpa Ipu
Ha HaJltuyie BHYTPMMO3TOBOV OITYXOJIU
ra (Parizel P. Il coast. 1989). ITo manHpIM MPT
3yaJIM3MpPOBaTh BHY TPVMO3IOBbIe
. T1 pexxnm saBiisieTcst bostee
MHQOPMaTUBHBIM, II03BOJISET O6HE}F KUTBb KCTO3HBIE 1
OJIViJIHBIe KOMITOHEHTHI o1ty xosn. 12 pexum gaet
eJIorpadmueckoe 1n3odpaxkeHue 1epedpocHaIbHOM
KOCTY ¥ KVCT; YTO Ba>KHO B IUIaHE m/x(gcpepeﬂumanbﬂoﬂ
FHOCTVKV OITYXOJIb-aCCOLIMPOBAaHHBIX KVCT U
CI;))OMI/Iem/M. BBereH1e KOHTpacTa yBeIMuBaeT
OPMAaTMBHOCTD VCCIIEOBAHVS: YCUIIVIBAeTCS
acTVpOBaHNe COJIVIHOIO KOMIIOHEHTa OITyXOJIV, Jlerye
AP depeHIPOBaTh OITYX0JIEBYIO TKaHb OT OKPY KarOLIX
OTeUYHBIX TKaHeV crtmHHOro Mo3ra (Kucharczyk W. 1990).
[ 10J10>XMTeIBHYIO POJIb B BU3yaJIN3aLlMI COCYIVICTBIX
orryxosievi urpaer MPT anrmnorpadsa. Opaako MPT
VicCIle[IoBaHe He Bcerya JaeT BO3MOXXHOCTY YeTKO
paco3HaTh BUJL DIIMOM: MHOTVIE STIEHAVMOMBI IMEOT
cxopacTBO ¢ actpoumroMamu (Parizel P. 1989).




HapyweHue cnuk

YIIBT
pasBuUBaeTCs

\

peMeHHas
DexXOIgIIVe
T B BUJIE
(s

, TIC
OB, KOTOP
A BepxHUe
octu. Hepenko
“[IMHAJIBHOTIO MH@apKTa
/pUYecKyie sIBJICHVIA:
T03BIBBI K

VI KpaTKOBpeMeHHas
a3BUTHE MHJapKTa

] OXeT OBITh

) DOJIBHOM T1aJJa€eT, Cpasy
MBAIOTCS HaPYIIIEeHVIs

TBITEJIBHOCTY, IIapes, HapyIlIeHve
20T eIICHIA.

meniecki MHCYJIBT CIAHHOLO
MO3I'd




CKas KapTMHa UIIIeMITYeCcKOro ClIMHaIbHOTO
JIMMOP(HA ¥ 3aBUICUT OT JIOKJIM3ALIUN U
HOCTV ouara miieMmn. aire Bcero
apKT B y4acTKaxX CMEXHOTO
BoOOpatiieHus. Eciiv iopa’keH cpeTHerpyaHOM OTaell
CIIMHHOI'O MO3T'a, BO3HUKAET Iapainy H/DKHUX KOHEUYHOCTEV,
OBOJTHIMKOBBIE PACCTPOVICTBA YyBCTBUTEIIBHOCTY C YPOBHS
T6 cermeHTOB, HapyIIAKOTCA PYHKIIVI Ta30BbIX OPTraHOB.
Vi CIIVTHAJIBHBIVI IH(PAPKT PasByBaeTCs B IIIEVTHOM OTHeJIe,
JIFOJIAIOTCS TeTpaIvIeris, YyBCTBUTEIIbHBIE PACCTPOVICTBA
HapyieHus pyHKIMM cdHKTEepoB. Eciii ouar nopakeHnst
aJI3yeTCs Ha yPOBHE ITOSCHUYHOIO YTOJIIIEHVS,
MKaeT Bsulasl HVDKHSA [Taparvlervs ¢ HapylleHreM
YyBCTBUTEJIBHOCTY B HVYDKHIMX KOHEUHOCTSX, PacCTPOVICTBaMU
MoueoTesieHsA. CriMHaIIBHBIN MHPaPKT COTIPOBOXKIAETCS
TpopUUeCKMMI HapyIIeHVSIMM, KOTOPbIe ITPOsBIISIOTCS
BICTPBIM Pa3BUTIEM ITPOJIe)KHEN B 00JIacTV KPeCTIIOB 1
ATOJINILI, Ha CIIVHe, HATKax. [ Ipu OimaronpusaTHOM TeueHUM
3a00J1eBaHA 1 YMEHBIIIEH SIBJIEHU UIIIeMUN
HEBPOJIOTMYecKlie CMMIITOMBI, XOTS VI He B TIOJTHOV Mepe,
IIO/IJIAI0TCS OOpaTHOMY Pa3sBUTHIO. Y OOJIBHBIX OCTAIOTCS
CTOVIKVIE€ OCTaTOYHBbIE SIBJIEHNS B BUJIe [IBUTATEIbHBIX U




JICUCHUSI ONPEACIISICTCS MPUINHAMU €¢ Pa3BUTHS U
TeueHHUsA. [Ipu OTCyTCTBHM IIpOrpecCHpPOBAHHMS
B HIWOMNATUYCCKUX BapHaHTax M Ha (poHE
aHOMaJIni 1[€JIECO00Pa3HO

4ae MPOTrPECCUPYIONIETO TEYEHHUS —

HaJIM4uyd aHoMaiuu ApHoibaa-Kuapu 1-ro Tuna
JUTCS :
aBJICHHAss Ha BOCCTAHOBJIICHHWE HOPMAJIBHOTO OTTOKA
pa Ha ypOBHE OOJBIION 3aTBUIOYHOM IIMCTEPHBI U
allii JUCCOIMAlIMK KPAaHMOCIMHAIBHOTO JIaBJICHUS.
BoccraHOBIIEHME aJIEKBATHOW JIMKBOPOJUMHAMHUKUA 34 CYET
JCKOMIIPECCUM W  JyPOIUIACTUKM BEAET K  CIAJICHUIO
CUPUHIOMHUEINYECKOM II0JIOCTH 0€3 HEOOXOAMMOCTH €€
JIPEHUPOBAHUS.




TeOPaJbHON JeKOMIIPECCUHU
HUKHEN YaCTH 3aThIJI0OYHOM
5X2 ¢M M yIaJeHUH 3aHel
IMO03BOHKA, YTO IIPUBOIUT K
YKTYP MO3ra U JIMUKBU/IAIUH



CupwuHrorej
CUPVHIOCyOaf

[HallVIeHTOB KJIVTHVYecKasl CMITTOMaThKa
COXpaHseTCs;

= B TedeHue 6 JjIleT HapyaeTcss PYHKINS KaXI0To
BTOPOIO IIIyHTA.

= YMeHbIIeHVe pa3sMepPOB KMCTO3HOV ITOJIOCTH 10
pesyJsibTaTaM rocireoreparnonton MPT koppenpyer



AHI'OTOMIIA.
as JIaMVHDSKTOMMA C






ITHUOITATOI'CHCTHUYCCKOC

CUPUHTOMMEINM  CUYMTACTCS  HeaJCKBaTHBIM.
IPUMEHEHUE CHUMITOMAaTHYCCKOM  Teparuu,
0YaThb B CcOsl:

BHOM HEHpONaTHYE€CKOM OOIH:

PUILGKUH, OIIMONU/IBI.

HEMPOIIATUYECKOM OOIM IPU CUPUHIOMMEINHU 10 CHX
OBOJIUTCS SMITUPUYECKU.

| nuPuka
1 50 MI" fiperaban




nmna B, A, D, E, K);

TyYIHAOIINE TUTAHNE HEPBHON TKAHH

cpeacTia (nuakap0, pypocemu),
OTAaMHHOBAs KMCJI0Ta, aKTOBETHH),

TYYIIIEHUE BOCCTAHOBJICHUS TKAaHEU
e OT0 Pa3APAKECHUS CIICIIUAIBHBIX
14 10 CIICIIMAJIbHOMN CXEME;

14 KOK€ TOHECHbKUMF



Ha HAa TOM, YTO PEHTTCHOBCKHE JIY4YHM 3aJICPKUBAIOT
HAJIbHBIX 3JIEMEHTOB M TEM CaMbIM MPOTPECCUPOBAHUE
HE BCE CJIy4ayl CUPUHTOMUEIINH TTOJIEKAT TAKOMY
THBIM 3((PEeKT peHTreHoTepanus IaeT JUIlb B
OJIeBaHUA. B janexo 3amenmux CTragusx
K DIyOOKMM H  HEoOpaTHMbIM
TKaHEH, PCHTICHOTEpAnusl  Majio
THUBHA. B mocienHue TOABI Uil JICYCHUS CHUPUHTOMHUEIUU
HSAIOT paauoakTuBHbIM Qocdop P32, obOmamaromumii Oera-
HUEM, U paauoakTuBHbIN o 131, koTopelii oOnamaeT 6eTa- u
-U3JIy4YCHUEM. TepaneBTUYECKOE JIEHMCTBUE PAJIUOAKTUBHOIO
a W pPAAUOAKTUBHOIO #MOJIa OCHOBAHO Ha IMOBBIIICHHOMN
YyBCTBUTEJIBHOCTH K H3JIYYEHHUIO OBICTPO PACTYIIMX NIHAIbHBIX
3JIEMEHTOB. [l03TOMY, HaKaIIMBasICh B MOCIEIHUX, PAAUOAKTUBHBIN
dochop M PagMOAKTUBHBIM 1OJ CBOMM H3JIYUYCHUEM BBI3bIBAIOT
3aJIEPKKY UX POCTa WM Pa3pyILICHUE.







