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O6wunin 0630p

HeBposorust — 910 pazaen MeJUIUHbI, TOCBS-
LICHHBIA 3a00JNeBaHUSIM HEPBHOH CHCTEMBI
U CKeNIeTHOH MycKynarypbl. HepBHas cucrema
Mop¢onornuecku u (yHKIIMOHATIBHO TTOpas3-
JeJIAeTCs Ha LEHTPAJIbHYIO, Iepu(epuIecKyto
(comaruueckyr) U aBTOHOMHYIO (BEreTaTuB-

HYIO0).
LleHTpanbHaa HepBHaA cuctema

= [onoBHoOW mo3r (cm. MpunoxeHne,
Ta6n. 1)

Mepennuii mo3r, wiu prosencephalon (cympa-
TEHTOpHAJIbHAsT YacTh TOJIOBHOTO MO3ra), CO-
cTouT M3 KOHeuHoro mosra (telencephalon) —
JIByX IOJIYLIApUH U COCNUHSIOIUX UX Cpe-
JIMHHBIX CTPYKTYP M HPOMEKYTOYHOTO MO3ra
(diencephalon).

CrBoi rosioBHOT0 Mo3ra (MH(paTeHTOpHAIb-
Hast 9aCTh TOJIOBHOTO MO3ra) COCTOHT U3 CPE/-
nero mosra (mesencephalon) u pomGoBumHO-
ro wiau 3agHero mosra (rhombencephalon).
PomOoBHIHBII MO3T COCTOUT 13 MocTa (pons),
Mo3zkeuka (cerebellum) u mpononrosaroro Mo3-
ra (medulla oblongata).

= CnVHHOM MO3r

JInMHa CIMHHOTO MO3ra y B3pOCJIOTrOo 4eso-
BeKa cocrasisieT npumepHo 45 cM. BBepxy
CIIMHHON MO3T TEPEXOJUT B IPOIOITOBATHIN
MO3T, HAYMHASCH CPa3y OT MECTa BBIXOZA TIep-
BOM TMaphl MEWHBIX HEPBOB. 3aKaHYMBASTCS
OH MO3roBBEIM KoHycom (conus medullaris),
y HOBOPOJK/ICHHBIX — Ha YPOBHE TPETHETO I10-
sicHUuHOro mo3BoHka (L3), a y B3pocibix —
Ha YPOBHE MEXKITI03BOHKOBOTO aucka L1-L2.
Mo3roBoii KOHYC EPEXOANUT B KOHLIEBYIO HUTh
(filum terminale), koTopast COCTOUT TIIABHBIM
00pa3oM U3 IIMKM U COCTUHUTEIBHON TKaHHU.
BwmecTe ¢ 1opcaibHBIMU M BEHTPaJIbHBIMHU KO-
pelKaMu CIMHAIBHBIX HEPBOB OHa 00pasyer
KOHCKHIA xBocT (Cauda equina) u npukperis-
eTCs K JOPCAIbHOW MOBEPXHOCTH KOITIHKA.
B cooTBeTCTBHU C CerMEHTapHBIM CTPOCHHEM
MO3BOHOYHHMKA U TOJIOKEHUEM CHUHAJIBHBIX
HEPBOB B CIMHHOM MO3T€ Pa3/InyaroT HIeHHBIH,
TPYIHOM, MOSICHUYHBINA ¥ KPECTLOBBIN OT/IEbI.

Mepudepnyeckana HepBHAA cucTema

[epudepuueckas nepsuast cuctema (ITHC)
OCYILECTBIISIET CBSI3b LEHTPAJIbHONW HEPBHOM
cucremsl (IIHC) ¢ apyrumu yactsamu Tena.
B o0CHOBHOM BcCe MOTOpPHBIEC, CEHCOpPHBIE
1 aBTOHOMHBIC HEPBHBIC KJIETKH U BOJIOKHA
3a npeaenamu [HIHC sBnstorcest wacteio TTHC.
I[THC coctouT U3 BEHTPaJIbHBIX (MOTOPHBIX)
HEPBHBIX KOPEIITKOB, TOPCATBHBIX (CEHCOPHBIX)
HEPBHBIX KOPEIIKOB, CIIMHAJIBHBIX T'AHIJINEB,
CHHMHAIIBHBIX U NEPUPEPHUUECKUX HEPBOB U HX
OKOHYAHUH, a TaKXe U3 TIaBHOHM 4acTH aBTO-
HOMHOI HEpBHOW CHCTEMBI, CHMIIATHYECKOTO
cTBOJIA. J[Ba IEpBBIX YeperHbIX HepBa (000Hs-
TENBHBIN U 3pUTENBbHBIN) puHamTekar k [THC,
a octanbHele — k [THC.

[Tepudepryeckne HEPBbI MOTYT OBITH YUCTO
MOTOPHBIMH HJI CEHCOPHBIMH, HO OOBIYHO SIB-
JISIFOTCSI CMEIIAaHHBIMU U COJICPKaT MOTOPHEIE,
CCHCOPHBIC U BETeTaTHBHBIC BOJIOKHA (aKCOHBI)
B pa3HBIX nporopisx. JIroboit mepudepude-
CKHUI HEPB COCTOUT U3 OTAENBHBIX MYYKOB aK-
COHOB, K&X/IbIi U3 KOTOPBIX TIOKPBIT 000JI04-
KO M3 COCJMHHUTENbHON TKaHH (MEepUHEBPHU-
em). CoelMHUTENbHAS TKaHb, PACIIONOKCHHAS
MEXXIy aKCOHaMH BHYTPH ITy4YKOB, Ha3bIBACTCS
SHJ/IOHEBPHEM, a ITyYKH, OKPYKEHHbIE 00IIeit
COEIMHUTEIHLHOTKAHHOM 000I0YKOM, — DITMHEB-
puem. [lyuku conepxar MUEIMHU3UPOBAHHBIE
U HeMUuenuHu3uposanHvle BOJIOKHA, YHIOHEB-
puii 1 Kamusipsl. Kaxkioe HepBHOE BOJIOKHO
OKPY)KEHO BCIIOMOTATeIbHBIMH (IIBAHHOB-
CKHMH) KICTKaMd. Y HEMUCIHHU3UPOBAHHBIX
HEPBHBIX BOJIOKOH OJIHA IIBAHHOBCKAs KJIETKa
OKpY’KaeT HECKOJIBKO aKCOHOB. B MuenuHusm-
POBaHHBIX BOJIOKHaX MeMOpaHa [IBaHHOBCKON
KJICTKM MHOTOKPAaTHO OOEpTHIBACTCS BOKPYT
aKCcOHa, 00pa3ys cioit MuenuHa. [IIBanHOBCKHE
KJIETKW B MHEIIMHU3UPOBAHHBIX BOJIOKHAX pac-
TIOJIOKEHBI Ha HEOONBIINX PACCTOSHUAX APYT
or apyra. VHTepBaibl Mex1y HUMHU Ha3blBa-
1orcst mepexBaramMu PanBbe. CkopocTh mpo-
BEJICHHUS MMITYJIbCA IO HEPBHOMY BOJIOKHY
TEM BBIIIIE, YeM TOJIIIE ci10i MuesnnHa. Ocobast
30Ha KOHTAaKTa MEXKIY MOTOPHBIM HEPBHBIM
BOJIOKHOM U MBIIIIEH, KOTOPYIO OHO HMHHEp-
BUPYET, Ha3bIBACTCS HEPBHO-MBIIICUYHBIM CO-
€IMHCHUEM WJIM KOHIIEBOW MOTOpPHOM OJsii-
KoH. VIMITyJIbCBI, BO3HHUKAIOIINE B PELENITOPAX
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KOXH, (pacIinif, MBI, CyCTABOB, BHYTPEHHIX
opranos, nepegatorcs B [ITHC mo ceHcopHBIM
(adpdhepenTHBIM) HEPBHBIM BOJIOKHAM, HIYIIIAM
B COCTaBE JOPCANBHBIX KOPEIIKOB CIIMHHOIO
Mosra. KiteTounble Tejia CEHCOPHBIX HEHPOHOB
HAXOJSATCS B TAHTIIMSAX JIOPCATBHBIX KOPEIITKOB
(TICeBIOYHUTTONAPHBIC KIICTKH).

Yepen

Yepem (cranium) ompemensietT GOpMy TOTOBHI.
OH 5erko maibIMupyeTcss depe3 TOHKUH CIION
MBI 1 COG}II/IHI/ITGHBHOI‘/‘I TKaHU, KOTOPBIC €TO
MOKpBIBAOT. ToNIMHA €ro BapbHpyeT: KOCTH
TOJNIIE ¥ MpPOYHEE B Te€X 00JacTsIX, KOTOpHIE
IOIBEPTalOTCsl MEXaHNYECKUM BO3JICHCTBHSM.
ToHkHe KOCTH B BHCOYHOW M OpPOWTAIBHOMN
o0nacTax geperna o0pas3yroT TaKk Ha3bIBaeMbIe
KOCTHBIE OKHA, Yepe3 KOTOPbIC IPH ITOMOIIH
yJIBTpa3ByKa MOXKHO HCCJIEI0BATh 0a3zalbHbIC
Mmo3roBeie aptepun (c. 446). Tonkue oOna-
cTH 4epena OoJiee MOABEPIKEHBI MEPEIOMaM.
EnuHCTBEHHBIMHU CyCTaBaMH Yepera sIBISIFOTCS
COYJICHEHMSI MEX[Y CIyXOBBIMU KOCTOYKAMH
Y BUCOYHO-HUKHEUEJIFOCTHOM CyCTaB.

Mosroson uyepen

Mosrogoit geperr (Neurocranium) BMeraeT ro-
JIOBHOHM MO3T, TAOUPHHT U cpeHee yxo. Mexy
Hapy’KHOU U BHYTPEHHEH IUIACTUHKAMHU KOCTEH
yepera COACPIKUTCS ry0uaToe KOCTHOE Belle-
CTBO, cocrosiiiee U3 KocTHbIX stueek (diploe).
Kocru cBona uepena (calvaria) y moapoctkos
1 B3POCIBIX IIIOTHO COSNUHSIOTCS APYT C IPY-
TOM TP TTOMOIIH IITBOB M XPsIel (CHHXOH-
JIPO3bI1). BeHEUHBIH IOB IPOXOAUT MOTIEPEUHO
1 oTAeIsIeT (PPOHTATIBHYO TPETh CBOJIA Uepera.
CaruTTaJIbHBII OB UJET BJOJb CPEAHEH JH-
HUH, TPOXOAHUT B MIEPEIHE3aHEM HaIpaBe-
HUU TI0 CPeHEeH JIMHUH Yeperia, OKaHIMBasCh
Criepeid BEHEYHBIM IIIBOM, a C3aH — JIaMO/10-
BUJIHBIM IIIBOM; OH HAYMHAETCS OT BEHEYHOTO
[IBa ¥ 3aKaH4YMBACTCs OudypKaiueil Hax 3a-
TBUIOYHOU KOCTBIO, POPMUPYST TaMOTOBUIHBIN
moB. O0acTh cCoeTMHEHN JIOOHOH, TEMEHHOH,
BHUCOYHOH U KIMHOBUIHON KOCTEN Ha3bIBAETCS
«rrrepron». [log HUM pacnonokeHa Oudypra-
LSl CPEHEN MEHUHI€AJIbHOM apTEPHUU.
BHyTpenHee ocHoBaHue yepena GopMHUpYET
JTHO TIOJIOCTU 4Yeperna, B KOTOPOM BBIACISIOT

ABTOHOMHanA (BereTaTnBHas)
HepBHaA cucrema

ABTOHOMHAsI HEpBHAsi CHCTEMa PEryIUpyeT
(YHKIUU BHYTPESHHHUX OPTraHOB B OTBET Ha U3-
MEHEHMsI BHyTpEHHEW U BHEIHEH cpefbl. B aB-
TOHOMHOM HEPBHOM CUCTEME BBIIEISIOT LIEH-
TpabHbIN 1 epudepudeckuii oraensi (c. 70).

TIePETHION0, CPEIHIOI U 3aIHIOI0 YEPEIHYIO
sMKy. [lepemusist ssmka oOpasyert Jgoxe 171 000-
HATEIBHOTO TPAKTa U 0a3aIbHON TOBEPXHOCTH
JIOOHBIX JIOJICH, CPETHSIS sSIMKa — IS 0a3aIbHOM
[IOBEPXHOCTH BUCOYHBIX J0JIEH, TUIIOTaIaMyca
U runodusa, 3aTHAA sIMKa — IUIT MO3KEUKa,
MOCTa M TIPOJIOJITOBAaTOT0 Mo3ra. [lepemmss
U CPeHSS YEePETHBIC IMKU Pa3eeHbl MEXKIY
co00i1 nmarepalbHO 3aJHUMHU KpasMH MaJbIX
KPBUIBEB KIMHOBUJHOM KOCTH, a MeIHallb-
HO — KJIMHOBHIHBIM BO3BBIIICHUEM. CpenHsis
W 3aHsISI YepeITHbIe SIMKHU Pa3IelICHbl MEKIY
c000if TaTepaTbHO BEPXHUM KpaeM IMHPaMUIBI
BHMCOYHOM KOCTH, & MEAUAJIBHO — CIIMHKOM Ty-
peukoro ceaa.

Ckanbn

CKaJIbIl COCTOUT M3 KOk (BKJIIOYAs IHMIEp-
MHC, JIEPMY U BOJIOCHI), TIOAKOKHON COEIMHM-
TENBHOU TKAHH, CyXOXKUIBLHOTO IIIEMA — Haj-
yepenHoro arnonespo3a (galea aponeurotica),
PBIXJION COEAMHUTENBHOM TKaHHW, pacroio-
JKEHHOM I0JI allOHEBPO30M, M HAJKOCTHH-
el (pericranium). Bomockr Ha ckainblie pa-
CTYT CO CKOPOCTBIO pUMepHO 1 cM B Mecsil.
CoenMHEHNE MEXIY alOHEBPO3OM M HaJ-
KOCTHUIIEH TOABHKHO Ha BCEH MOBEPXHOCTH,
32 UCKJTFOUCHUEM BEPXHETO Kpast OpOUTHI, TyTH
CKYJIOBOI KOCTH U HapyXHOI'O 3aThLIOYHOIO
Oyrpa. IToBpexieHus Yeperna Bblllie allOHEBPO-
32 HE BBI3BIBAIOT MOSBJIEHUs OOLIUPHBIX reMa-
TOM, & Kpasi KOXKHBIX paH 00BIYHO HE PACXOMIAT-
cs. PaHenus ckajbna MPUBOIAT K TOSBICHUIO
sustronuX pa. CKalbIIMPOBAHHEBIE PAHBI — 9TO
HOBPEXKIEHHUS, TIPU KOTOPHIX IPOMCXOAUT OT-
PBIB CYyXOKMJIBHOTO HIIEMA OT HAIKOCTHHIIBI.
CybraseanbHbic (MOIAMOHEBPOTHIESCKUE) Te-
MATOMBbI PACHIPOCTPAHSIOTCS TI0 MOBEPXHOCTH
uepera.
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Ckanbn CyXOXWIbHBII LUEM CarutranbHblit Wos
\ ‘ BeHeuHbIl wos
l'ybuaToe BellecTBO
‘ MrepuoH
BeHeuHbIln wos g

YewyiyaTbii WOB
Hapy»KHaa 1 BHyTPEHHASA
MNACTUHKN
Yepen (paspes) TeMeHHO-COCLIEBUAHbIN LLIOB

[nabenna J

HaarnasHuuHoe oteepcTue
Opb6uTa

MoprnasHuyHoe oTBepcTre

CkynoBas KOCTb /
CocueBngHbIn

MopbopopoyHoe oTBEPCTUE

A

Jlamb0BVAHbIN LWOB

/.

3aTbINIOYHO-COCLLEBNHDBIN LWOB

OTPOCTOK
Yepen
BrcouHO-HIKHeYentCcTHoN
cycTaB
JNo6Has nasyxa
HocoBas kocTb
HaparnasHunuHbIn Kpait
KnuHoBmgHas nasyxa
MepneHankynapHas
nnactuHKa (pewertyaTas
KOCTb, HOCOBas
neperopofkKa) BepxHeuentocTHanA nasyxa

\

MoarnasHnYHbIN Kpan
BepxHsasa ventoctb

CowHnK J HWHAR YeniocTb

Jlnuesoi yepen

BonbLuoe oTBEpCTUE

CnunHKa TypeLuKoro
cepna BepxHuit kpait
MepegHuin KaMEeHUCTON KOCTN
HaK/IOHEHHbI OTPOCTOK
. TmnogmsapHas AMKa
MeTywnHbIi ( duzap )

eLiKoe cefyJio;
rpe6eHb Typey A
Pewertyatas
MNacTUHKa ﬁ\

MpennepekpectHasa
6opo3ga

Manoe Kpbino
KNMHOBUAHOW KOCTU

KnuHoBugHoe
BO3BbILLIEHNE

|

BHyTp oc
(kenmebIli ysem: NnepenHAA AMKa; 3e/1eHbIl: CpefHAA AMKa; CUHUU: 3aAHAA AMKa)
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JinueBon yepen

Jlunesoii wepen (Viscerocranium) cocrout
U3 KOCTeil OpOMTHI, HOCA M MapaHa3aJIbHBIX
nazyx (cuHycoB). Bepxuuii kpait opOUTHI
0o0pa3oBaH JTOOHOW KOCTHIO, HIDKHUH Kpail —
BEpPXHEH YEIIOCTBIO M CKYJOBOM KOCTBIO.
JloGHas masyxa JIeKHUT HaJa KpbIIIeH opoOu-
ThI, BEPXHECUCIIOCTHAS Ma3yXa — HIKE €€ JHA.
ITonocts HOca mpocTUpaeTcss OT MEPEeTHUX
oTBepcTUil (HO3ApPHU) 70 3aJHUX OTBEPCTHH
(x0aHBI) U COENUHSETCS C HapaHa3aJIbHBIMH

Mos3rosbie 060/104KN

TeBeppas mo3roBas 060s104Ka

Tsepmast Mo3roBast 060s0ouKka (irat. dura mater,
rped. pachymeninx) cocTouT u3 HapyKHOTO
CJI0sl, KOHTAKTHPYIOILEro C YeperoMm, 1 BHY-
TPEHHETO CJI0s, 0OpaIleHHOTO K ITayTHHHOMN
(apaxHomganbHOI) o6onouke. HapyxHbiii
CIION COAEpPXHUT MEHUHIealIbHbIE apTepuH,
KOTOpPBIE CHA0XAaIOT KPOBBIO TBEPYIO MO3TO-
BYI0 000JI0UKy M IOJOCTh uepena. Kammmsa-
pBl B TBEPJOH MO3roBOi 000JI0UKE YACTHUHO
(benecTprpoBaHsl (T.e. MX IMUTENUI TPOJIBI-
PSIBJICH), B CBSI3H C YeM B ATHX MECTax reMaTo-
sHuedammueckuil 6apbep (D) oTcyTcTByeT.
Korna TBepaast Mo3roBast 000JI09Ka OTAEISAETCS
OT KOCTeH ueperia, HarpuMep BCIEICTBUE AN~
nypansHOi remarombl (c. 376, 378), dopmu-
pyeTcst anuaypalibHOE TPOCTPAHCTBO, KOTOPOE
B HOpPME OTCYTCTBYET. BHyTpeHHuil 10 3Toi
000JIOYKH COCEICTBYET C HEHPOIIMUTEITHUEM
apaxHOMIAIBHOHN 00010ukH. OTCYTCTBYIOIIEE
B HOpPME BHYTPHUEPETHOE CyO1ypanbHOe po-
CTPaHCTBO MOXKET BOSHUKHYTH B 9TOH 001acTH,
HanpuMep, NMpU KPOBOTCUEHUH M3 TEPEXO/l-
Hbix (bridging) BeH (cybmypanbHas reMaroma,
c. 376, 380).

Mexny AByMsl CIOSIMH TBEPJION MO3rOBOM
000JIOYKH PACTIONIOKEHBI CHHYCBI, KOTOPBIE
HE UMEIOT KJIAIIaHOB.

Cepn 6onbiioro mosra (falx cerebri) pas-
JIeTISIeT J1Ba TOJIyIIapysi U OTPaHUYEH CBEPXY
W CHU3Y BEPXHHUM U HW)KHUM CaruTTaJIbHBI-
Mu cuHycamu. Criepey OH HPUKPETUISETCS
K merymmHOMy Tpebnto (crista galli), a c3a-
Il CpacTaeTcs ¢ HaMeToM Mo3keuka. B mpo-
CTpaHCTBE MEX/Y CEpIIOM M pacllellyIeHHneM
HaMeTa MO3KEUKa PACIIOIOKEH MPSIMO CHHYC.

MazyXaMH. BEPXHEUETIOCTHOH, JTOOHOH, KITH-
HOBUAHOW (CeHOMTANBHOI) U pemeTdaToi
(aTMoumanpHoi). MHpaopOUTaNbHbIH KaHaT,
KOTOPBII COAEPKUT MH(paopOUTaIbHBIE CO-
CyIbl U HEPB, pacIoiokeH B BepxHeil (opOu-
TANbHON) CTEHKE BEPXHEUECTIOCTHON Ta3yXH.
YacTp pelieTyaTol KOCTH, IMOKpBIBAIOIIas
KJIMHOBHJIHYIO MTa3yXy, 00pa3yeT Ha CBOEH Ha-
PYKHOI MOBEPXHOCTH KOCTHBIE Kpast 3pUTENb-
HBIX KaHaJOB, NpeArepeKpecTHbie 00po3bl
1 THNO(U3APHYIO SIMKY.

Maueiii cepr (cepn MO3KeUKa) paszielisier ABa
TIOTyIIapyst MOKEUKa, C3a1 OH MPUKPEIUICH
K 3aTBUIOYHON KOCTH, B €I'0 OCHOBAHHH JIC)KUT
3aTbUIOYHBIN CUHYC.

Hawmert mo3xeuxka (tentorium cerebelli) ote-
JISIET BEPXHIOIO 00J1acTh MO3KEUKa OT HIDKHEH
obnactu 3atbutouHol fonu. OH MogHUMAaeTcst
TI0 HaNpaBJICHHIO K CPEHEH JIMHNH, TIPHHIMAs
(dopmy mamatku. OTBEepCTHE MEXKITY IBYMS TO-
JIOBUHAMU HAMETa, U3BCCTHOEC KaK TCHTOPHAJIb-
Hasl BbIpE3Ka, MPOXOIUT MO CPETHEMY MO3TY.
MenuanbHbIi Kpail HameTa mpujeraer K ooe-
UM CTOpOHaM cpenHero mosra. C3aam HameT
MIPUKPEIUIEH K 00po3/1e MONEepeyHOro CHHY-
ca, JaTepajgbHO K KParo MUPaMHIbI BUCOYHON
KOCTH, a BIIEpEIN — K MIEPEAHEMY U 3aJHEMY
HAKJIOHEHHBIM OTPOCTKaM KJIMHOBUAHOHN KO-
ctu. Hamer Mo3xkeuka pazaenser cynpa- U uH-
(pareHTOpHANBHBIE MTPOCTpaHCTBA. BopoHka
runodusza (infundibulum) ¢ moxpsiBaroreit ee
Ay THHHOHN 000JI0YKOH MIPOXOANT Yepe3 OTBEp-
CTHE B 3aHEil dacTu auad)parMbl TYPEIKOTO
cenjia, TOpU30HTAJIbHON TUIACTUHKU TBEPJION
MO3TOBOH 000JIOUKH, JISKAILEH MEXIY Tepea-
HUM ¥ 33/IHUIM HAKJIOHEHHBIMU OTPOCTKaMHU.
I'mmodu3 pacrosokeH B TYypELKOM Ceae,
HUKe TuadparMsbl.

MenuHreanbHble BETBU TPEX BETBEU TPOM-
HuuHoro Hepsa (c. 23, 101) obGecneunBarOT
CEHCOPHYIO MHHEPBALMIO TBEPAOW MO3TOBOM
000JI0UKH CBOJIA Yepena, nepeHel YepernHoi
SIMKH, CPEIHEN YEPENHOM SIMKH U HAaMETa MO3-
Kedka. MeHMHTeanbHbIe BETBU Oy K JarOIeTo
HepBa (c. 23), A3BIKOTIIOTOYHBIN HEPB H J1Ba
MIEPBBIX LICHHBIX HEpBa 00ECIEUMBAIOT CEH-
COPHYIO MHHEPBAIUIO 33 JHEH UePENHON IMKH.
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Ckanbn (Ko>ka, MOAKOXHaA coeAnHuTeNIbHasA
SMuccapHas BeHa TKaHb, CyXOXMWbHbIIA LWeMm, pbixnas
COeAVHMTEeNbHaA TKaHb, HAAKOCTHULA),
yepen, MO3roBblie 060/104KMN

ApaxHoupanbHble (MaxvoHOBbI)
rPaHyNALMK, UM BOPCUHKM

ApaxHougaasbHble BOPCUHKM
CyXOXKNbHbIN LWnem

BeHbl ry6uaToro sewiecrsa
ly6uaToe BewecTBo

Mos3rosas aptepusa

TBeppan mo3roeasa 060104Ka (HapyHbIW, U SHAOCTANbHbIN,
CNOWA; BHYTPEHHWUIA, U MEHWHIeasbHbIN, CII0i)

%/—/ SnupypanbHoe NPOCTPaHCTBO

S~ MepexoaHas BeHa

CybaypanbHoe
YORYP MayTuHHasA Mo3roBas 060/104Ka

NPOCTPaHCTBO
Msrkaa mo3roBas o6onouka
KocTb uepena

MosroBas BeHa MpoctpaHcTBo Bupxosa-PobeHa

Cy6apaxHonganbHoe Teeppas mosrosas
NPOCTPaHCTBO ob6onouka
— (Hapy»Hblii cnoin)

BepxHui
caruTTanbHbIN CUHYC

LICX B apaxHovaanbHbIxX

BepxHui
BOPCUHKaX — .
BepxHui P carnTTasnbHbIn
carnTTanbHbIN CUHYC Cepn 60bLWOro Mo3ra CUHYC
CybapaxHoupaanbHoe Teeppas mo3rosas
NPOCTPaHCTBO, TPAbeKy/bl / obonoyka
\ (BHYTPEHHWI cnoit)
MaytnHHaa —
Mo3roBas —— Markasa mo3roBan
oBonouka  ApaxHompanbHble 0605104Ka
Bop:cvunm . Kopa ronosHoro
\ HWXXHWUI carnTTanbHbIn mo3ra
CUHYC

Mpamon cuHyc

Kpal HameTa Mo3xeuka
(TeHTOpManbHan Bblpeska)

HameT mo3xeuka
NHpaTeHTOpUanbHas obnactb
[nadparma TypeLkoro cegna

BopoHka runodusa

i

Monoctb yepena (8ud c60Ky) BHyTpeHHWii cnyxoBoit npoxop

BepXxHui1 carnTTanbHblii CUHYC

Cepn 6051bLIOrO MO3ra

CynpaTeHTopuanbHasa 0bnacTb

Mpamon cuHy¢ —

HameT mo3xeuka

NHdpaTeHTOpUanbHas obnactb

CUrMOBUWAHBIN CUHYC

MonocTb uepena (8ud c3adu)
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Pednexcbi

Pedniexchl — 3TO HEPOU3BOIBHBIE U OTHOCH-
TEJIFHO CTEPEOTHUIIHBIC OTBETHI HA CIEHU(H-
yeckrue cTuMyibl. OHM HEOOXOIUMBI U1l HOp-
MaJIBHOTO (PyHKIIHOHHPOBAHHS Opranmsma (Ha-
IIpUMep, MOAEPKAHUS MO3bI, OCYIIECTBICHUS
1eJICHANPABIICHHBIX BIKCHNUIT), @ HAPYIICHHUS
pedIeKcoB SBISIOTCS BaKHBIMI O0bEKTHBHBI-
MU [TPU3HAKaMU TIPH HEBPOJIOTHYECKOM OCMO-
Tpe.

AddepenTHpIC BOTOKHA HECYT MMITYIIBCHI
OT aKTUBHUPOBAaHHBIX PELENTOPOB K HEHpO-
HaMm [[HC, xotopbie BO30yXIaroTcsi U Tepe-
JIAl0T UMITYJIBCHI 110 9 (PEPEHTHBIM BOJIOKHAM
K KJIETKaM, MBIIIIAM U JIpyTUM OpraHam, Ko-
TOpbIe 00ECTIeYNBAIOT PE(IIEKTOPHBIA OTBET.
DTOT TyTh Ha3bIBaeTCs PEQIICKTOPHOU Iy-
roii. Perientopbl HaXoATCSI B Ha4ajie CEHCOP-
HBIX MyTeH B KOXKE€, CIM3HUCTHIX 00O0JIOUKaX,
MBIIIIAX, CyXOKWINSX, MEPUOCTE, CETUaTKe,
BHYTPEHHEM YyX€, CIM3HCTOH 000JI0uKe HOca
u s13pIKa. B peduiekTopHOM OTBETE y4acTBYIOT
MOTOpHBIE, CEHCOPHBIE U ABTOHOMHBIE KOM-
MIOHEHTHI. BONMBIIMHCTBO pedIeKCOB OTHOCH-
TEJILHO HE3aBHCUMBI OT COCTOSIHUSI CO3HAHMSI.
[IpepriBanue pedekTopHON TyrH B JIIOOOM
y4JacTKe MPUBOJUT K OCITAOICHUIO WM HCYe3-
HOBeHMIO peduiekca. BuyTpenune pediekcs —
9TO pediaekcs, penenTops! 1 3H(HEKTOPHI KOTO-
PBIX HAXOISATCS B OJJHOM M TOM K€ opraxe (Ha-
npumep, peduieKc ¢ YeTHIPEXIaBOW MBIIIIIbI
Oenpa — KoneHHbIN). BHemHue peduexcs! — 310
pedrexcsl, 3 GeKTOphI ¥ perenTopbl KOTOPBIX
HaxOZATCS B pa3HBIX opraHax (Hampumep, Be-
CTHOYIOOKYISIPHBIA pedirekc).

Pednexcel, KOTOPbIE MOXKHO BBI3BATh TOJIBKO
B 00JIE3HEHHOM COCTOSIHHH, Ha3bIBAIOTCSI [1ATO-
nornyeckumu. K naronorndecknm peduexcam,
YKa3bIBAIOIIMM Ha JUCQYHKIUIO MHPaMHUIHO-
ro (KOPTHKO-CIIMHAJIBHOTO) TPaKTa, OTHOCUTCS
cumnToM babunckoro (ToHHYECKOe IOpcaib-
Hoe crubaHue OOJBIIOTrO Majblia CTOMBI IPH
CTUMYJISILUU JIATEPAJIbHOM CTOPOHBI IOAO-
1IBBI). DTO HAACKHBIA MPU3HAK MOPAKCHUS
MepBOr0 MOTOHEHPOHA. Y HOBOPOMKIEHHBIX
9TOT peduieKc ABISETCs PU3NOTOTHIECKUM.

BHyTpeHHMe MbilievHble pepneKcbl
(rny6oKue cyxoxunbHble pedneKkcbl)

BuyTpennne MbImedHble peIeKCh BO3HH-
KaloT MPH PACTSHKEHWH PEIenTOPOB, HAXOMS-
[IUXCS BHYTPH MBINIIBI (aHHYIOCITHPATbHBIC
HEPBHBIC OKOHYAHHS MBIIICUYHBIX BEPETCH).
Wmiysbeel, KOTOpBIE TEHEPUPYIOT ATH peLen-
TOPBI, TEPEHAFOTCS 1O OBICTPOIIPOBOISIIIAM
adepeHTHBIM BOJIOKHAM |a-THIa K CTIMHATH-
HBIM O-MOTOHEHpoHaM, OoTKyma depes 3dde-
PEHTHBIE 0l1-BOJIOKHA MMITYJbC IOCTYIAeT
K MblIIIIe-aronucty. OJTHOBpEMEHHO CITUHAIb-
Hble UHTCPHEHPOHBI (BCTaBOYHBIC HEHPOHBI)
IepearoT TOPMO3SIINE UMITYJIECHI Ha MOTO-
HEHPOHBI, OTBEYAIOIIHE 332 COKPAIICHIE MBIIII-
L[BI-AHTOTOHHUCTA, B PE3YJBTATE YETO MPOHCXO-
JIUT ee pacciablieHne B MOMEHT COKpAILeHHUS
MBIIIIBI-arOHUCTA. Bo3HMKaroIIee MbIIIeuHOe
COKpalleHue paccaadisieT MbIIIEYHbIC BEpeTe-
HA, IIPEeKpaIiast TeHePaIHI0 HMITYIIbCOB.

Jyra cnmHAIBPHOTO peduiekca UCIBITHIBACT
BIMSHHAE BBICIINX JBUTATEIHHBIX IICHTPOB.
AHOMaJIbHBIN peIIeKTOPHBIA OTBET Mopas-
yMEBaeT MaToJOTHI0 MYCKYNaTyphbl, peduiek-
TOPHOW JIyTW WM JIBUTaTEIbHBIX LIEHTPOB.
HexoTopsie pediexcsl UMEIOT OObIIOe 3Ha-
YyeHue I KIMHUYECKON TUarHOCTUKU (c. 61

u 66).

BHewHMe pedneKcbi

B ommune 0T mIy0OKHX CyXOXKHIBHBIX ped-
JIEKCOB (BHYTPEHHHX), KOTOPBIC SIBIISIFOTCS
MOHOCHHAINTUYCCKUMH, BHELIHHE PEPICKCHI —
noJjicuHanTuueckue. Mexay ux adpdepeHt-
HO# ¥ 3()(epeHTHOM YaCThIO JICKUT LETh CITH-
HaJIbHBIX BCTABOYHBIX HEHPOHOB (MHTEpHEUPO-
HOB). Bremnue pedekcbl BO3HUKAIOT B OTBET
HAa CTUMYJIBI Pa3INYHBIX THUIIOB, HAIpPHMED,
B Pe3y/IbTaTe PAaCTsDKEHMUSI MBIIIL, PHKOCHO-
BeHMS K KOke (a00OMUHABHBIN pedieKc) uim
porosuiie (pOrOBHYHBIN pedlieKce), pasapaike-
HUS CIIM3UCTOI (YMXaHuUE), BO3ACHCTBHS CBETA
(3aKMypHBaHHUE 713 B OTBET HA SIPKYFO BCIIBIILI-
Ky) WIH 3ByKa (akycTudeckuii peduiekc). M-
TCHCHBHOCTb OTBETA CHIIKACTCS, €CIIN CTUMYIT
MOBTOPSIETCST HECKONBKO pa3 (IMPHBBIKAHHE —
raburyamusi). Tak Kak BHEIIHHE PeQICKCHI
MONHUCHHANITHYCCKUE, UX JATCHTHBIA MEPHO.



Mblwa-pasrubarens

Mbiwya-crubartens

S¢ddepeHTHOE BONOKHO (BO3OYXAaloLLee)

Pednekchbl 87

V|HI’I/I6VIpyl0LL|VIVI (la) nHTepHenpoH
/Ad)d)epeHTHoe (la) BONOKHO

\3¢¢epeHTHoe BOJIOKHO
(MHrMbMpYtoLee)

CynpacnuHanbHbIn

MceBAOYHUMNONAPHBIA HENPOH KOHTPOSb
B CMVHANIbHOM FaHrnmn (MHrMbupyoLWNi)
AddepeHTHOE Sbepentsl
BOJIOKHO
K pa3rubatento
AHHynocnvpanbHoe
KoneHHblii pednekc (rnyboKunii CyxommnbHbIN OKOHYaHue
pednekc; MOHOdA3HbI MAOTAaTUYECKNNA, MbILLEYHOro Mbiwua-pasrnbarens
nnu pednekc Ha pacTaxeHe) BepeTeHa ‘

dddepeHTbl K crnbatenam
1 pasrubatenam
NPOTMBOMONOXHOW CTOPOHbI
KoxHble appepeHTb
SddepeHTbl
K crnbatenam
1 pasrubatenam
TOW e CTOPOHbI

— Bo3byxxaeHue

Tenbue Qatepa—

MaunHm

BonokHa KommccypasnbHo KNeTku

(AS) oT HouMLEeNTOPOB

Bos6yxpaatowmii cmuancJ

Wurnbnpyowmin ——

VNHTEPHENPOH Mbiwua-crnbatens

SddepeHTbl K crnbatento

MoHocuHanTn4ecknii nyTb (ry60KNiA CyXOXKUIbHbIA
pednekc, unu pedrekc Ha pacTaxeHune)

* CBOb6OAHOE OKOHYaHVE CynpacnuHanbHbin
addepeHTHOro BONOKHa KOHTpOb
(6onb, Temnepartypa) (MHrMBUpPYIOLNIA)

WHrubuposaxune

NHTepHenpoHbI

(naBneHme)\

AddepeHTHOEe BONIOKHO

K I'IpOTI/IBOI'IOﬂO)KHOVI CTOpOHe

Bonesow
cTumyn

CrubaTtenbHbiii N NepeKpPecTHbIl pa3rnbaTenbHbIl

pednekc (BHewHUI pednekc, pednekc oTaeprmBaHns)

WNHrmbupyiowmin cuHanc
Bo36yxpatoLuin cuHanc

Mbiwua-pasrubatens Mblwua-crnéatesnb

MonucnHanTuyeckni nyTb (crubatenbHbln pednekc)

Fny6oKunih cyxoxunbHbliii pednekc Lkana
Lkana

OtcytctByeT* 0
CnepoBoi iy HabnoaaeMbl TONbKO 1+
Npu OTBNEYEHNWN BHAMAHUA NaLeHTa**

HopmanbHblit 2+
OXVBNEeHHbIN** 3+
HeycTonumBbIf KNOHYc*** 4+
ConpoBox/aaeTca yCTONUMBbIM KNOHycoM* 5+

* Bcerga aHOManbHbl.
** MoeT 6bITb 1 HOPManbHbIM, 1 AHOMAJbHbIM.
##%* O6bIYHO aHOMAJbHBbIN.

PedneKTopHbIii MbileYHbI OTBET
(rny6oKuMi1 CyXoXnnbHbIN pedrekc)
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(BpeMst MEX/ly BO3ICHCTBHEM CTUMYJIA M OTBE-
TOM) JOJIBIIIE, YeM Y BHYTPEHHUX PE(IICKCOB.
K HeKoTOpbIM Ba)KHBIM BHEITHHM pediekcam
OTHOCSITCSI TIOCTYPAJIbHBIH M YCTaHOBOUHBIH,
nuiieBsie (cocaHue, NIOTaHKUe, JIM3aHUE) U aB-
TOHOMHBIE peduiekcs (c. 168).

CrubatensHbIH pedrekc 3amyckaeTcs 6ore-
BOM CTUMYJISILIMEH, HAIIPUMED YKOJIOM OCTPBIM
npeaMeToM. Bo30yxaroime HHTepHEHPOHbI
aKTUBHUPYIOT (.-MOTOHEHPOHBI CIMHHOTO MO3Ta,
KOTOpBIE, B CBOIO 04€pPe/ib, BO30YKAAIOT MBILLI-
[bI-CTH0ATEeNT W WHTHOWUPYIOT pasrudarenu
Ha ToH e cropoHe. OHAKO Ha MPOTHBOIIO-
JIO’KHOM CTOPOHE COKPAIIAIOTCs pa3rudareny,
a crubarenu paccnabisitores. Peduexe He 3a-
BHCHT OT 0OJIH, TaK KaK 4EJIOBEK HCIBITHIBACT

ynpaBneHwe ABMXKXeHnamn

MotopHasi cuctemMa KOHTPOIHUPYET JUIUTENb-
HOCTb, HallpaBJICHUE, aMIUTUTYy U CHIIY JIBH-
KEHUH, KOOPIUHUPYS PaOOTy MBIIII-arOHUC-
TOB ¥ aHTArOHNCTOB.

MNopaepkaHue Nosbl

Teno coxpansier crabuibHOE TOJIOXKEHHE Oia-
rouaps MOCTYpaJIbLHOMY W YCTaHOBOYHOMY
pedrexcam. PednekTopHbIe ABIWKCHHUS — 3TO
HENPOU3BOJBHBIC, CTEPEOTHUIIHBIC OTBETHI
Ha CTUMYJIBI. Purmuueckue JABUXKCHUSA UMCIOT
pedIeKTOpHYI0 U IPOU3BOIBHYIO COCTABIIAIO-
myto. IIponsBonbHbIE ABHKEHHS MPOJEIHIBA-
I0TCSL CO3HATENIbHO M SBISIIOTCS PE3yJIbTaToOM
o0yJeHus.

PednekropHblie oBMKeHUA

[TpumepoM pedIeKTOPHOTO IBMXKEHUS CITYKUT
OT/IEpPrMBaHNE KOHEYHOCTH IPH BO3AEHCTBUHU
OoneBoro crumyna. BHyTpeHHHE MbIIeuHBIE
pedrekcsl peryaupyoT TOHyC U 3JIaCTHYHOCTh
MBIIII] U UTPAIOT BAKHYIO POJIb B MOAIEPIKA-
HUH 1103l U KOOPAMHAIINY PAOOThI PA3IMYHBIX
MBIIIEYHBIX Tpynn. Criennpuyeckne GyHKIHUH,
HarpuMep cTabMIM3aIHs OI0KEHHS CYyCTaBOB
WIA PEryJHpOBKa CHJIBI MBIIIEYHOTO COKpa-
LIEHUsI, OCYIIECTBISIOTCS MIPU MOMOIIN CIH-
HAJIbHBIX 6CIMABOYHBIX MOPMOZHBIX HEUPOHOE.
Bremnue peduiekcsl nmozmpasaensiorest Ha 3a-
LIUTHBIE U TOCTypaibHble. [IpruMepoM 3ammur-

€€ TOJIbKO TOT/Ia, KOIJIa aKTHUBUPYIOTCS CEHCOP-
HBIE IO B TOJI0BHOM Mo3re. K 9TOMY MOMCH-
Ty peduekc yxe ocymectBuics. Jlyra storo
pediekca, To100HO ITyOOKHM CYXOXKHIBHBIM
peduiekcaM, HCIBITHIBACT BIMSHUE BBICIIMX
MOTOPHBIX [[EHTPOB.

AHOMaJIMM BHEIIHUX PeIeKCOB TOapa3-
YMEBAIOT NpepbiBaHue pediIeKTOpHOMN Tyru
WK KOPTUKO-CIIMHATBHOTO TpakTa (KOTOPHIit
MepeiacT UMITYJbChl OT BBICIIMX HEPBHBIX
eHTpoB). Hexkortopsie pediiekcs, — Hapumep
abmomunaneueii (T6-T12), KpemacTepHbIii
(L1-L2), 6ymp60kaBepHO3HbIH (S3-S4), aHans-
HbIit (S3-S5), — B HOpMe He Bceraa ymaercst
BBI3BaTh, MOJTOMY OHH HE UMEIOT OOJBIIOrO
KJIMHUYECKOTO 3HAUCHHUSL.

HOTrO peduiekca CIy)HUT crudaHue KOHEYHOCTH
B OTBET Ha OOJICBOI CTUMYN M POTOBUYHBIN
pediiekc B OTBET Ha MOMAJAaHUE WHOPOIAHOTO
TeJsa Ha poroBuity. [IpuMepom mocTypaabHOTo
pednexca sBIsSIeTCS 3aMUTHAS pazeubamens-
Has peaxkyusi NPY MaJICHHN.

PutMmunuHbie ABMXKeHnA

[IpumepaMu pUTMHUYHBIX IBUKEHUN SIBISIFOTCS
xXonp0a, ApIxaHue, e3ha Ha Benocunene. OHU
00CITy)KMBAIOTCSI KaK CHHHAIBHBIMU peduiek-
caMH, TaK U CyNpacHUHAIbHBIMK BIMSHUSIMU
€O CTOPOHBI CTBOJIA TOJIOBHOTO MO3Ta, MO3XkKed-
Ka, 0a3aJbHBIX TAHIVINEB H MOTOPHOI KOPBI.

npOI/I3BOJ1beIe ABNXKeHunA

[Tpon3BONBHBIC IBHKEHUS 3aBUCAT OT JIBHTa-
TeNBHBIX MporpamMm (3(epeHTHBIX KOMHUH),
KOTOpBIC NPHUBOMAT K HKEIACMOMY PE3yJIbTary.
CrienoBaTenbHO, pa3IMYHbIC YacTH Tela CIIo-
COOHBI BBIIOJHSTH CXOAHBIC IBIKCHHUSI (MOTOP-
Hast 9KBUBAJICHTHOCTb) ¢ OOIBIINM MIIH MEHb-
[IAM YCTIeXOM (HampuMep, poTalust OOJIBIIOro
nanbla, CTOMBI, TOJICHH, Oeapa, Ta3a U TYJO-
Buia). [Ipou3BoONIbHEIC ABMKEHHS BKIIOYAIOT
5JIEMEHTBI OCHOBHBIX PE(IEKCOB U PUTMHYHBIX
narTepHoB. MX Gersioe BBHINOJIHEHUE 3aBUCHT
oT 3 exTHBHOI 00paTHOI CBS3M 3pUTEIHHON,
BECTHOY/SIPHON U IPONPHOLICIITHBHON CHCTEM
C MOTOPHBIMH LIEHTPaMH CIHHHOTO MO3ra,



YnpaBneHue gBXeHnAMN

[lononHuTenbHOe MOTOPHOE nosne \ Mone 5,7
x Mone3, 1,2

Mone 4

MpemoTopHoe none ﬁ Mo3zxeuok

Mone 8

KopkoBble MOTOpHbIe nons, a¢¢epeH1’Hble CcBA3N (3pVITeJ'IbeIe, CNlyXoBble, COMaTOCEHCOprIe)

LleHTpanbHoe cpefiuHHOe XBocTaToe Aapo
(ueHTpomeamnaHHoe) ARPoO

BeHTpanbHoe
natepasnbHoe AApo

Tanamyc

/ Ckopnyna

KopTuko-dyranbHble nyTu
(BbINONHEHMNE ABUXKEHWNIA) \ / bLUH
x BL

YC (peTuKynsApHas 4acTb) Cy6Tanammyeckoe snpo

7

YC (komnaKTHas YacTb)

B

KpacHoe agpo,
KPYNHOKNEeTouHas // Anpo watpa
(marHouennonapHasn)
yacTb
Mos3xeuok

KpacHoe agpo,
MeSIKOKJIeTOUHas

3y6yaToe afpo

(napBouennonapHas) 4acTb

/ LWaposnaHoe
BectnbynspHble agpa 1 npo6KoBoe Aapa

[BuratenbHble nposojdawme nytmn
(Kopa, 6a3anbHble raHruu, Tanamyc, CTBOJ1 MO3ra, MO3Xe4oK, CMUHHOI MO3r)

89



90 2 OyHKUMOHaNbHble CUCTEMbI

CTBOJIA TOJIOBHOTO MO3Ta M KOpbI. [lanbHelmas
MOZ[I/Iq)I/IKaL[I/ISI IMPOU3BOJILHBIX I[BI/I)KeHI/Iﬁ
00eCIeunBaeTCsl MO3KEUKOM 1 Oa3aibHBIMH
TaHIJIMSIMH, BOJIOKHA KOTOPBIX JOCTHUTaIOT
KOpPBI Yepe3 pelieiiHble (IepeKiodaTesbHbIC)
sapa Tanamyca. TakuM o6pa3oM, TOHKas pery-
JMPOBKA JBIDKCHHH 3aBUCHUT OT MOCTOSHHOI'O
B3aMMOJIEHCTBHS MexX Yy 3 depeHTHON Konueit
Y BBITTOJTHCHUEM JIBHIKCHUSI.

Motopnas kopa (c. 50). MoropHas kopa
CBsI3aHa C IOJKOPKOBBIMU oOnactsiMu (Tana-
MyCOM, 0a3aJIbHBIMH TaHIIHAME, MO3KEYKOM
U CTBOJIOM MO3ra) M CIMHHBIM Mo3roM. Ilep-
BUYHOE MOTOpHOE mojie (moje 4) perynupyer
CHITY MBIIIICYHOTO COKPAIICHUS U HAMPABJICHUE
nprkeHus. OHO, TIABHBIM 00pa3oM, yrpaBis-
eT IUCTANBHBIMH IPYIIaMU MBI (TOHKUHA
KOHTPOITB). OYHKIHUSI CKEJICTHBIX MBIIII] B MO-
TOPHOI KOpe XapaKTepH3yeTcsi COMAmomonu-
yeckum mipeacraBurenbetBom (c. 51).

[TpemoTopHasi (BTOpUYHAsh MOTOpHAasI) Kopa
(c. 42) cocToUT U3 AOMOJIHUTEIBHOTO MOTOP-

ba3anbHble raHrMun

Oo0nacTpb 0a3aJbHBIX TAHIIMEB COCTOMT U3 Ye-
ThIpeX (PYHKIIMOHAIBHBIX MOJIEH:
* mosocaroe Teso (Corpus striatum) = xsocra-
TOC S7IpO + CKOpiyna + mpuiiekaniee aapo,
e Onemubiii map = bIlIx + BIIIB;
e 4C;
* cyOTasiaMH4ecKoe sIpo.
[leyHKYIOIOHTHHHBIE S/Ipa, PACIOIOKECH-
Hele KaynaiabHee YC, QyHKIMOHAIBHO TECHO
CBsI3aHBI ¢ Oa3albHBIMK ranmmsami (c. 21, 44).
Cxopryna u 6nenHbIi map BMecte obpa-
3yIOT 4eueBHileoOpa3Hoe sApo. XBOCTAToe
SIPO M CKOPJIyTla BMECTE COCTABIISIIOT JIOp-
canbHbIil cTpuatyM. BeHTpanbHblii (mumoOu-
YEeCKHIi) CTpUATyM BKIIIOYACT MpHIISKAIIee
SIIPO, OOOHATETHHBIN OYyTOPOK M IIEHTPAIEHOE
A0pO MUHAAJIEBUIHOTO Tena. PeTukymspHas
BeHTpasbHas yactk UC conepxut HeOobIIoe
KOJINYECTBO J0(paMuHa 1 Keje3a, IpHIarolie-
ro efl KpacHOBAThI OTTEHOK, a KOMITaKTHas
JopcanbHas 4acTb — OOJIBIIOE KOJIMYECTBO
nodaMrHa W MEJTaHHHA, OKPAIINBAIONIETO ee
B 4epHBIN 1BeT (110 ST NPUYNHE U BO3HUKIIO
ee Ha3BaHHE).

HOTO IOJIST M IPEMOTOPHOTO moyist. JlomomnHu-
TENbHOE MOTOPHOE ITOJIE YUACTBYET B POTPaM-
MupoBaHuM JBHkeHUH. IIpemoropHOe moie
JIOMHHAHTHOTO TIONyILIAPHs BKITIOYAaeT 00IacTh
Bpoka (c. 117), a mpemoTopHOe mojie 000Hux
HOMyIIapHii — GPOHTAIBHBIC 3PUTEIBHBIC TTOJIS
(c. 95). I[IpemoTOpHas Kopa IMOTydacT HEPBHBIC
HMMITYJIBCBHI OT 3aJHEH TeMeHHOH Kopbl. OHa
y4YacTBYeT B IUIAHWPOBAHUHU CIOKHBIX JIBU-
KCHHMH, a TaKXKE B BU3yalbHOM M COMAaTOCCH-
COPHOM KOHTpOJIE IBHKeHHM. [J1aBHBIM 00pa-
30M, OHAa KOHTPOJIUPYET ABMIKCHHUS TYITOBHIIA
U IPOKCUMAJIBHBIX OT/ICIIOB KOHCYHOCTEH.

Mo3:xeqok (c. 52). Moz:xed0K KOOpAHHUPY-
eT JBIKCHUSI KOHEUYHOCTEHl U I1a3, y4acTByeT
B MOACP)KAHUHU PABHOBECHS TEJa U PEryIUPO-
BAHHUU MBIIIEYHOTO TOHYCA.

Baszaabubie ranramu (c. 44, 90). basanbHble
TaHDIMM HMMEIOT TECHBIC aHATOMHYECKHUE
1 (QYHKIIMOHAJIBHBIE CBS3U C MOTOPHOI KOPOH
U YYaCTBYIOT B KOOPJHHAIIMH JBHKCHHUH KO-
HEYHOCTEH M IIa3.

CBAasn

BazanpHBIC TaHIIMH yYacCTBYIOT B yIIpaBie-
HUW JIBIDKCHUSIMHA, KOTHUTUBHBIMH IIpOIecca-
MH, aCCOLIMATUBHBIMU TIPOIIECCaMU 00yUCHHS,
KpaTKOBPEMEHHOU MaMsTho U dSMouusiMu. OHK
00pa3yroT 4acTh MapaIeabHbIX, Pa3eICHHbIX
MPOAOJBHO MPOBOAAMIMX MyTed (KPyros WK
[eTeJb), KAKABIH M3 KOTOPBIX HAYMHACTCS
1 OKaHYMBACTCS B KAKOM-TTHOO KOPTHKAIEHOM
I10J1€, BHITIOJIHAIONIEM crierududaeckyio GyHK-
I[MFO. MOTOPHYIO (CKEJIETHBIC MBIIIIIbI), [J1a30-
JIBUTATCITbHYIO (CaKKa/Ibl), ACCOUATHBHO-KOT-
HUTHBHYIO (Mpe(dpOHTATIBHOE TI0JIE), SMOLHUO-
HAJIbHO-MOTUBAIIMOHHYIO (JTMMOUUECKas Kopa).
OTH KpyTH TPOXOIAT Yepe3 HECKOJIBKO Iepe-
KITIOYaTeNbHBIX CTAHIHNA OT KOPHI K CTPUATYMY,
OJIeIHOMY IIIapy, TaTaMycy 1 00paTHO K Kope.

Crpuarym u cyOTanaMu4eckoe sapo Ciy-
JKaT BXOAHOW CTaHIUEW Ui BO30OYKIarOLINX
poeKUuil oT MoTopHOM Kophl, a BIIIB u pe-
TuKynsipHas 9acth YC — BBIXOAHOH CTaHITH-
el I TOPMO3HBIX IPOEKLMI K TajgaMycy.
Cy11ecTBYIOT Ba KPYTOBBIX ITyTH, 00CITY)KHBa-
IONIMX MOTOpHBIE (DYHKIMH: TaK Ha3bIBAEMbIC
IPSIMOI ¥ HeNPSIMOH. [Ipsimoti MyThb CBA3BIBAET
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Hdp
[
Hdp — Hdp —
Tanamyc
YC— Yc — Tanamyc I Yc —
BlH — BlH— BlH —
BllB~ Bllg — A‘ BLUB — T
STN — Ckopnyna  STN — Ckopnyna STN — Ckopnyna
CKeneTomoTopHas neTnsa MpedpoHTanbHbI Kpyrosou NyTb Jlum6uyeckmnin KpyroBoii nyTb
(ceHcomoTOpHasA (nopconatepanbHasn npedpoHTanbHan (nmbuueckan n napanumbunyeckas Kopa,
1 NpemMoTopHas Kopa) 1 naTepanbHas rnasHUYHO-No6HasA Kopa)  rUNMNoKamn U MUHAANEBUAHOE TeNo)
0O61wwan opraHn3auuaA KpyroBbix nyTteii 6a3anbHbix raHrnunes (Obeso et al., 2008)
MoTopHas MpeMoTOpHOE 1 OMONTHNTENbHOE | Kopa, MUHAANEBIAHOE TeNo, rnMoKamn |
Kopa MOTOPHOE KOPTUKasbHble Nons

+ A ! A

Crpuatym
D, <€ —» D, 1 Mpamoii nyTb A \

2 Henpsamon nyTb
3 «Cynepnpsamoii» nyTb

MoTopHble
P Bl (FAMR)
BOJOKHA

Tanamyca

» - STN BlWH, YCp Tanamyc

V YCp V

Striatum

PPN
CrtBon mosra/ PPN CrBon mo3sra/
CMUHHON MO3T A A CMUHHOW MO3T
HopmanbHas opraHusauua 6asanbHbiX raHrnues | [iBuratenbHble HelipoTpaHcMuTTEpbI N HeliponenTuabl
(Mopenb; MHrnémpytoLLmMe CBA3M NoKasaHbl dyHKLUMM 3aBUCAT
KpAcHbIMU Cmpesikamu, BO36y»kfaloLye — 3e/1eHbIMu. | OT Bo3pacTta

CBA3M NeAyHKYNOMOHTUHHbIX AAEP CM. Ha C. 44)
HapyLueHHoe obyueHue, CBA3aHHOE C CUCTEMON MOAKPenIeHns/MoTUBaLMN,
CHVKAETCA CKOPOCTb MCUXOMOTOPHbIX PeaKLuii

TAXecTb CMMNTOMOB

[llenpeccun, anatua, Komnynbcua
AKnHesna

——MaHunu, cMHaPOoM aeduLmTa BHUMAHUS
1 TUNepaKTUBHOCTY, UMMYNIbCUBHOCTb

HapyLueHo o6yueHme, accounnpoBaHHoe
C Heynaqel?l, BO3HUMKaeT npexaespemeHHasn
OTBETHaA peakuuna

CkeneTomoTOopHas (netns)
Huskas pBuratenbHasa akTUBHOCTb l p l

AncknHesns [ MpedporTanshan (kopa) |

HopmanbHbiii ctatyc
l Jlumbuyeckas (kopa) ]

Bblcokasn ABuratenbHas akTMBHOCTb ﬂod}aMMHeer-{ecKaﬂ aKTnBauusa

BnusHue godammnHeprmyeckoi akT Ha no (Volkmann et al., 2010)

Hdp - «cynepnpamoit» nyTb; STN — cy6Tanamuueckoe aapo; PPN — neayHKynonoHTUHHoe aapo; YCk — komnakTHaa yactb YC; YCp — peTukynapHaa
yactb YC; MENK — meT-3HKedanuH; Aux — auetunxonun; SP/Dyn - cyb6ctaHuma P/anHopdun; MSN - cpeaHiie winnosmaHble HempoHbl; Glu — ryTamar.
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AHOManuun KpaHuouepBUKanbHOro nepexoga

CuHgpom

Mnatnbasua’

OkumnuTanu-
3auumA atnaHTa
(no3BoHka C1)

basunapHas
nmnpeccua
(6a3unsapHasn
VIHBarvHaums)

CnHpgpom
Knunnena-
Dennat

KnuHnuyeckne npoasneHns

O6bIYHO 6eccMnToOMHas

O6bIYHO 6eCCMMNTOMHAsA, BO3-
MOXXHbI MPU3HAKMN CMIHHOMO3r0-
BOrO PacCTPONCTBAZ

bosnb B 3aTbinoyHOM 06nacTn

1 LIee; OrpaHNYeHHas NogBUX-
HOCTb Wwen. OTaaneHHble no-
CNepCTBMA: HapyLUEHUA NOXOAKM,
3afiepXKKa Mmoun, An3apTpus,
amcédarus, BepTuro, TOWHOTa

Hu3Ko pacnonoxeHHas NHUSA
pocTa BONoC, NepenoHyaras Lwes,
orpaHuyeHve ABUKEHNI LWen,
NMoAHSATbIE NJIeun, roJioBHasA 60osb,
KOPELIKOBbIE CUMMTOMbI BEPXHUX
KOHEUHOCTEW, BO3MOXKHasA KOM-
npeccus CNMHHOTO MO3ra

T MoxeT ConpoBOXAaTbCA 6a3NNAPHON UMNPECccuen.
2B coueTaHuu C APYrMn CUHAPOMAMK.

3 BpoxaeHHoe (cungpombl ayHa, Knunnens-®enns, mansdopmaumsa Knapu); nprnobpeteHHoe (6onesHb Megxerta,
oCTeOManALMs, PEBMaTOVAHbIN apTPUT, MOCTTPaBMaTUYeCKoe).
4MoryT 6bITb JOMONHUTENbHbIE AHOMANIK: CUPUHTOMUENWA, pacliensieHre No3BOHOUHIKa (naT. spina bifida), pac-
WenuHa HéGa, fedopmauus LLinpeHrena nnm cMHBaKTUAA.

MpunyunHbI

AHoOManbHoe yno-
LL|eHe OCHOBaHMA
yepena

CpalleHune atnaHTa

C 3aTbIIOYHOMN KOCTbIO

CmelLeHne BepxHen
YacTu WeNHOro OT-
[iena no3BOHOYHMKa

B MOJIOCTb 3afHen
yepenHom AMKN Yepes
60/bLUOE 3aTblSIOYHOE
otBepcTme?

CpalieHune aByx
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[AnarHocTuka/neyeHmne
KT nnn MPT/He Tpebyetca

PeHTreHorpadwus, KT, MPT/
npwv HaYMU CUMNTOMOB —
XVpypruyeckasn gekomnpec-
cns?

PeHTreHorpadwus, KT, MPT/
npwv HaAMYMU CUMMNTOMOB —
onepaTuBHOE JieyeHne

To e, YTO BbILIE + OLEeHKa

LLIEHbIX MO3BOHKOB
nnu 6onee (6510K Mno-

3BOHKOB)

cepaeyHon feATenbHOCTY,
¥Y3W nouek/06bluHO CUMMNTO-
MaTnyeckoe

CnuHanbHana guspadun (gedekTbl pasBuTNA HEPBHOI TPYOKN)

CuHgpom
AH3HUedanusa

MeHunHrouene,
(MEeHWHro-)3H-
uedanouene’

Manbdopma-
una eHan—
Yokepa

KnuHunueckmne npoaBsieHNA

OTcyTCTBUE CBOfA Yepena, anna-
31A MO3ra, HOPMaJibHO Pa3BUTbIN
nLeBou yepen

Wcteyenme UCXK nnum peumnan-
BUPYIOLMIA MEHUHI T (MOGHOE
nnm 6azanbHoe 3Huedanouene);
aTakcua, 3aepKka yMCTBEHHO-
ro pa3BuUTYA, CJIenoTa (3agHee
sHUedanouene)?

Tmppouedanus, runonnasus/are-
He3uA YepBsA MO3XKeuKa, KNCTO3-
Hoe paclmpeHue |V xenyaouka,
ancmopdua nuua pasnnyHom
cTeneHu

MpuunHbl

He3sapalyeHne
nepegHero
Herponopa
HedekT cpa-
LLleHNA KoCTen
yepena

HapyweHnne

3MOpPMOHANbHO-

ro pasBuTMA

AunarHocTuKa/nevyeHmne

MNpeHatanbHoe Y3W/npepbiBaHne
6epemeHHOCTH

MpeHaTtanbHoe Y3U, 1 a-deTo-
npoteviHa3/eBeaeHune Gonneson
KMUCNOTbl 1 BUTaMuHa B, BO Bpema
6epeMeHHOCTY; MO NOKa3aHUAM
XVpypruyeckoe neyeHne

KT, MPT/xupypruyeckas gekom-
npeccua no nokasaHuaMm (LyHT)
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CuHgpom KnuHnuyeckune nposasnennsa MpuunHbI AvnarHocTuka/nevyeHmne
Manbdpopma- AncoyHKumA HxKHMX YH 1 cTBO-  HapylueHune KT, MPT/xupypruuyeckoe neyeHve
uus Knapun* na mo3ra (aucdarus, pecnupa- paHHEero sm- Mo noKa3aHuAM, cyboKumnuTanb-
TOPHble HapyLeHWA), FoIoBHaA  OGPMOHaNbHOro  HaA AEKOMMPECCHs, WYHTUPOBa-
60s1b, 60Mb B LIEe 1 MblLlLax pa3BuTMA Hve npv ruapouedanuy, paHHee
nneyeBoro nosAca, aHomanbHoe  (5-6 Hep. 6epe-  XUpPyprmyeckoe BMeLIATeNIbCTBO
NoIoXeHMe ronosbl. Bepturo, MEHHOCTW) npvi MMeNIoMeHVHroene
HUCTarM BHU3, rugpouedanva
(2-ro Tmna)
PacuwenneHve  Spina bifida occulta: pepmanbHbii  HenonHoe 3apa- MpeHaTanbHoe Y3U,
MO3BOHOYHW-  CUHYC, MOACHWYHBIA FUMNEPTPU-  LiEHVe HEPBHOW 1 a-dpeTonpoTenHas, peHTreHorpa-
Ka (nat. spina X03, itombocakpanbHaa ductyna, TpyoKn ¢dua, KT, MPT/BBepeHune donunesoi
bifida)® 605b B HOrax, HapyLLeHua KUCNOTbI 1 BUTaM1Ha B, Bo Bpemsa
noxogku, aepopmauma cton, 6epeMeHHOCTY; XUPYpruyeckoe
AMCOYHKLMA MOYEBOTO My3blpA neyeHve, usnotepanus, optone-
(3Hype3 y peten) AMyecKmne NprcnocobneHuns

Jpyaue popMmbl: CEHCOMOTOPHBIN
napanuy c poxaeHus, AnNcdyHK-
LI MOY€EBOTO My3blPA/KNLWIEYHN-
Ka, fedopmaLima CTomn; BO3MOXKHa

rugpouedanua
CuHgpom AHOMaNbHO HU3KNI MO3rOBOW HataxkeHune MPT/xupypruyeckoe neueHuve
dUKCMPOBaH-  KOHYC, yTOJLLEHVE KOHLIEBOM CMWHHOFO MO3ra  JIMMOMbI; 06bIYHO NPV MUeNOMe-
HOrO CMVHHOFO  HUTWU WAV MHTPagypanbHasa HUHrouene
Mo3ra nunoma

T MeHuHrouene: rpbika nayTMHHON U TBEPAON MO3roBor 060s5104kn. MeHuHrosHuedanouene: rpbika o6onoyex
1 TKaHU Mo3ra.

2He6onbLume nobHble 1 6asasibHble SHUEedanoLene MoryT 0CTaBaTbCsl HEAUArHOCTYPOBAHHBIMM.

3 B aMHMOTUYECKOI KMAKOCTM BO Il TpumecTpe 6epemeHHOCTH. Vv onpeaeneHyie aueTunxonnHacTepassl B No3aHMe
CPOKYV 6epemMeHHOCTH.

4Tun 1: OAHO- UM BYCTOPOHHSAA FPblKa MUHAANMHBI MO3XKEUKa C KayAanbHbIM CMEeLLEHeM NPOAOroBaToro Mosra
nnm 6e3 cmelleHuns; rugpotedanus, CUPUHIOMUENWS; MOTYT OblTb aHOManNUK Pa3BUTWSA OCHOBaHMs Yyepena. Tun 2:
TO Xe, UTo Npwi Tne 1 + KayaanbHOe CMeLLEeHMe NMPOAOJITOBATOro MO3ra, YacTeil Mo3xeuKa 1 IV xenynouka; Mueno-
MeHVHrouene. Tvn 3: To Xe, YTo Npw Turne 2 + 3aTblIoYHOE SHUedanoLene; pefko; 06bIYHO HECOBMECTVIMO C XKM3HbIO.
5 Paxucxu3uc — paclienmHa no3BOHOYHMKA, HEMOMTHOE 3aKpbiTe HepBHOM TPY6KW. Spina bifida occulta - (ckpbiToe)
He3apalleHrie Jyr NO3BOHKOB C HOPMasbHbIM PacronoXeHNeM CMIMHHOTO MO3ra 1 ero 060sioueK; MeHuHzoyesne —
rpbika NayTMHHOM 060MTOUKY, KOTOPasA NEXNT HEMOCPEACTBEHHO MOJ KOXel (TaK Kak OTCYTCTBYIOT KOCTY 1 TBepAas
MO3roBas 060510uKa); MuesloMeHUHzoyesle — Tpbhka CMIMHHOTO MO3ra W KOHCKOTO XBOCTa 1 MayTVHHON 06010YKM
B pe3ynbTaTte AedeKkTa TBEpAON MO3roBOI 060I0UKM 1 KOCTel; dudcmeMamomuesus — paclienieHme CriMHHOro Mo3-
ra Ha [iBe NOJIOBUHbI, Pa3feNieHHble COeAVHUTENbHOTKAHHOMN U KOCTHOW NeperopogKoi.
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BasunapHan umnpeccusa anarHocTupyeTca no peHTreHorpadpryecknm npusHakam
(nonoxeHwne 3y60BNAHOTO OTPOCTKA MO OTHOLLEHMIO K KOHTPOMbHBIM JIMHWAM)
MnaTtn6a3us — 310 yBennueHve 6asnnapHoro (cheHobasnnapHoro) yrna
(yrna mexxgy nuHuer, ngyuemn ot BepxHei TOUKy No6HO-HOCOBOTO LIBA
K CNIVHKe cefna, U IMHUEN, NPOBeAeHHON BLOMb NAOCKOCTM CKaTa

K nepeaHeMy Kpato 60/1bLIOro 0TBepCTus)

Kopotkas wwes,

/ c JIviHus 6onblworo aHOoManbHoe
KaT
a7 3aTbinouHOro noJioXxeHne
oTBepcTuA ronoBbl

(nMHMA Mak-Pes)

—3aTblI0YHan KOCTb

TBeppaoe HEGO

JInHna YembepneHa

3y60BUAHDI OTPOCTOK
(no3BoHoK C2, ocb)

JIvHna Mak-Tperopa

KoHTpc , NCMosb3yemMble AN ANarHOCTNKN
6a3unapHoil uMnpeccun n nnatnéasun Cungpom Knunnena-®eiina

_ 7
—

Moct

MpoponrosaTbiii

mosr YanvHeHuve
MVHAAMUHBI
MO3XeuKka
CmelyeHmne

CMUHHOro Mo3ra

Manbgopmaums Knapu MPT (T2-BW, carutTanbHasa npoekums)
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nvnoma

Spina bifida C
MHAPOM pacliensieHHOro CMUHHOTO Mo3ra
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MDaxkoMaTo3bl — TO IPYIIA PEAKUX HACIE-
CTBEHHBIX 3200JIEBAHUI, XapaKTePU3YIOIINXCSI
MOPaKEHUEM HEPBHOU CHCTEMBI, IJ1a3, KOKH,
a TAKKe IPEIPACIIOIOKEHHOCTHIO K PA3BUTHIO
OIyXOJIENOA00OHBIX Malb(popManuii (ramap-
TOM) W 3JI0Ka4eCTBCHHBIX OIMyXoJich (ramap-
ToOsacToM). MAaKOMATO3bI BBISBISIIOTCS B JIET-
CKOM M MOJIPOCTKOBOM BO3pacTe.

HeiipodunbpomaTos (6onesHb poH
PeknuHrxayseHa)

MyTanms reHa Helipogudpomarosa 1-ro Tuma
(NF1, 17911.2, ayToCOMHO-TOMUHAHTHOE HAa-
CIIeJIOBAHKE) BBI3BIBACT yTpary Heipopuopo-
MHHa (PEryIHPYIOLIEro POCT KIETOK), a MyTa-
1ust reHa Heiipoguopomarosa 2-ro tuna (NF2,
22Qq12.2, ayToCOMHO-TOMUHAHTHOE HACIEI0-
BaHMWE) — yTpary HelipodudpomiHa 2 (MepIuH,
WJIM IIBAHHOMHH; KOHTPOJIMPYET PA3INYHBIC
(YHKIIHH KIIETOK).

Kiunnveckue nposiBienns. XapakTepHble
ouaru Helpodubpomaro3a 1-ro Tuma oOHa-
PYXKHMBAIOTCSL B KOXKe (paHHSISI CTaAuWs: IISITHA
1Bera Koe ¢ MOJIOKOM, MUIMEHTALUs B IO~
MBIIIEYHON/IIaX0OBONH OOJIACTH, ITO3IHSSA CTa-
Just: HeHpopuOpoMbl/TuIeKCHPOPMHBIC HEl-
podubpomer), B miazax (ysenku Jluma — me-
JIAHOLIMTAPHBIC TAMapPTOMBI PALY)KKH, TJIHO-
Ma 3pUTEIBHOTO HEpBA) M B KOCTAX (KUCTHI,
[IATOJIOTHYECKHE MePeTIOMBI, 1e(EeKThl KOCTEH
yeperna, CKoyino3). JIOMoNHUTENbHBIMU Ha-
PYLWEHUSIMH MOTYT OBITH CHPHHIOMHEINNS,
ruzporedanys, MWICNTHYSCKUE TPUTIaIKH,
NPEKACBPEMEHHOE MOJIOBOE CO3PEBAHHUE WU
(eoxpomoriroma. OTIINIATETHHBIM TIPHU3HA-
KOM HelpopuOpomMarosa 2-ro THMA SBISICTCS
JIBYCTOPOHHsAsI HEBPUHOMA CJIIyXOBOT'O HEPBA,
KOTOpAasi COMPOBOKAACTCS TPOTPECCUPYIOIIEH
IyXoToi. KokHbIe TIpOsIBIICHHST OBIBAIOT pea-
KO; Yallle BCTPEYAIOTCS APYTUE OIyXOIH HEPB-
HOM cucteMsl (HelpopubpoMa, MCHHHTHOMA,
[IBAHHOMA, TIIMOMA). THITHYHBIM IPU3HAK HEH-
podhubdpomarosa 2-ro TUIA y AETei — CyOKarcy-
JIsipHast KaTapakTa.

Jleuenne. Xupypruueckoe yaaJeHHE OITy-
xoeil. KoMOMHHpOBaHHOE JIeUeHHUE 3JI0Kade-
CTBCHHBIX OIyXoJeil (omepamyus, JydeBas Te-
parust, XAMHOTEPAIIHS).

Komnnekc Ty6epo3Horo ckneposa
(cuHapom BypHeBunna-puHrna)

®enotunel npu MyTtauusx resa TSC1 (9934.13,
0eJIOK ramMapTHH, HaCJIEAOBaHHWE AyTOCOMHO-
nomuHaHTHOE) U rena TSC2 (16p13.3, Gemok
TyOepHH, HacjlelOBaHHE ayTOCOMHO-IOMH-
HaHTHOE) omuHakoBbl. Oba Genka paboTarT
KaK CyIpeccophbl OIyXOJIeH.

Kiannnuyeckne nposiBaeHus. ODMIIENTU-
YecKHe NpUnajgkd (MHQaHTHIBHBIE CHa3Mbl
U THIICApUTMUS — CHHAPOM Becta, mo3nnee
(oxanpHBIC W T€HEPATN30BAHHBIC MMPHUITAIKH)
COUYETAIOTCS C MOPAKEHUEM KOKH (PaHHHUE MPO-
SIBJICHUSI: TUTIONIMTMEHTUPOBAHHBIC JIMHEHHBIC
IISITHA, BUIMMBIC IIPU OCBEIICHUH YIbTpadu-
OJIETOBBIM CBETOM; II03/IHHE IIPOSIBIICHHUS . aJie-
HOMBI CaJbHBIX JK€JEe3, MOJHOITEBbIE aHTHO-
(buOPOMBI, YTOJNIICHNE U YIUIOTHCHHE KOXKHU
B 00J1aCTH MOSICHHIIBI), TNIA3HBIMH 3a00JI€BaHHUSI-
Mu (ramMapToMa CeT4aTKu) U omyxonsmu (cep-
JeyHasi pabloMHOMa, IOYedHasi aHTHOMHOJIH-
1oMa, KUCTBI). MOT'yT OTMeuarbCs 3aMeTHas
3ajiep’KKa yMCTBEHHOTO Pa3BHTHS M MOBE/ICH-
YeCKHe HapyuieHus1 (BOKalbHasi © MOTOpHAs
CTEPEOTHITHSI, ICHXOMOTOPHOE OECITOKONCTRBO).
KT u MPT BBIABISIOT NEPUBEHTPUKYISIPHYIO
KB (PUKALNIO, TOPAKECHNE KOPBI M OITYXOJIH.

Jleuenne. Cumnromarrueckoe (IIPOTHBO-
SMUICITHYECKAST TEPATIHSL).

BbonesHb lmnnena-JinHgay

Myranus resa VHL (reH-cynpeccop omyxo-
neit, 3p25.3, HacieqoBaHUE ayTOCOMHO-IOMHU-
HAHTHOE).

Knunuyeckue nposisienus. Kucrosnas re-
MaHrHO0JIACTOMa MO3)KEUKa BBI3bIBAET TOJIOB-
HyI0 00JIb, BEPTHTO U aTaKCHIO, HHOT/IA T'HPOLIe-
(ammio BeaencTeue koMmmpeccuu |V sxemymouka.
['eMaHIHOMBI MOTYT Pa3BHBaThCsl U B CIMHHOM
Mo3re. YacTo crpaaror mia3a (aHrmomaro3 cet-
YaTKW —> OTCJIOMKA CETYaTKH), TOYKH (KHUCTHI,
KapIMHOMa), HaAMmo4YeyHUKH ((PeoxpoMOoIHUTO-
Ma), TOKENMyI04Has JKeme3a (MHOKECTBEHHBIC
KHUCTBI) U MPUIATKU STHYEK (LUCTaJCHOMA).

Jleyenue. PerynsipHblii CKpUHUHI OpPIaHOB
W CHCTEM, NOTCHIHAIBHO IOJBEPKCHHBIX
MaTOJIOTMYECKUM M3MEHEHHSM. DTO CIOC00-
CTBYET paHHEMY BBISIBJICHHIO U YAAJCHUIO
OTYXOJICH M MPEIYNPEKACHNUIO COCYINCTBIX
OCJIOKHEHHI.



AHomanuun pa3suTna LIHC

Y3enkun Jlnwa

npu HelipodurbpomaTose [1ByCTOPOHHAA HEBPUHOMA
1-rotvna CJlyXOBOrO HEpBa
(HenpodrbpomaTos

2-ro Tuna; MPT, T1-BA
C KOHTPACTHbIM yCUNEeHUEeM,
KOpOHasibHas NpoeKLuuna)

Helipodrbpombl

Helipodpubpomaros

MepuBeHTpUKyNApHas -<

Kanbumdukauma

(KT 6e3 KOHTpacTHOro
YCUNeHUs, akcranbHas
npoekuyms)

ApeHoMmbl canbHbIX Xenes

Ty6epo3Hbiii cknepos

CnuHanbHaa remaHrnobnacToma —————

(lwerHasA nokanvsauusa) TeneaHrnskrasma Asblka
lemMaHrmoma BepxHero Beka

BonesHb MNMnnena-Jinnpay Cungpom Ctepaka-Bebepa CemeliHas TeneaHrnsKrasmsa
(MPT, BU-T2, carutTtanbHasa npoekuus)
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KO>XHbIl1 aHrMomaTo3
c nopaxkeHmnem LIHC

Cunapom Crepa:ka—Bebepa (3nHnedadio-
TPUreMHHAJIBHBII aHrHOMaT03). OHO- WIN
JIBYCTOPOHHHE «BHHHBIE TisiTHa» (POrt wine
stains) — apyroe Ha3BaHWE IUTAMEHCIOIINE
HeBych» (naevus flammeus) — oGHapyxuBa-
IOTCS TIPU POKJICHAM U MOTYT OBITh Kak JIO-
KaJIM30BaHHBIME (TUIIUYHO HA BEPXHUX BEKax
u 110y; B 9TOM CIIy4ae BEPOSITHO BOBJICUCHHE
B TIPOLIECC TOJOBHOTO MO3ra), TaK U PacIipo-
cTpaHeHHbIME (BCst TOJIOBa MM Telo). He Bce

KOXXHBIC TEMaHTHOMBI COTIPOBOJKAIOTCS TIOpa-
YKEHHEM MO3ra.

HacsencTBenHasi reMopparuieckasi Tejie-
anrmkrazus (cuaapom Ociepa—BebGepa—
Panar). Myranus rena HHT (Gemok suj0-
mmH, 9034.11, HacnmemoBaHWEe ayTOCOMHO-IO-
MHUHaHTHOE). TeleaHrnIKTa3uu (COCYmMUCThIC
AHOMAJIMH) KOKH, CITU3UCTBIX 000710ueK, JKKT,
MouenonoBoro tpakra u [{THC BbI3bIBaIOT MO-
BTOpPHBIC KPOBOTEUYCHHs (HOCOBOE, JKEMyI04-
HOE, JITOYHOE, TeMaTypus, MO3TOBOEC KPOBO-
W3JIASIHAE, aHEMHUsT). APTEPHOBCHO3HBIN IITyHT
B JIETKHX MOXXET OBITh NPHYMHOHN ITMaHO3a
U IIOJIMITUTEMHUU.
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becepa c nauneHTom

Koncynpranust HeBposiora MpoBOIUTCS B CTaH-
naptaoM Qopmare. OHa COCTOUT U3 Oecebl
¢ manueHToM u ocMmorpa. Llenbo sBisieTcs
YCTaHOBJICHHE KIIMHUYECKOTO IMar{o3a Ha oc-
HOBE ’kKaJio0 MaIMeHTa U OOBEKTHBHBIX MPH-
3HAKOB 3a00JeBaHus. XapaKTepHbIH HAOOP
MpU3HAKoB 3aboneBanus (cumnmomos) Ha3bl-
Baetrcst cunopomom. Takum 00Opa3oM, KIHHH-
YEeCKHU JIMAarHO3 SIBJISETCS B MEPBYIO OYepe/Ib
ouaenosom cunopoma. CobpaB aHaMHECTHYE-
CKHE CBEICHHs O IMpPEALISCTBYIOIINX 3a0oe-
BaHWSIX, 00pa3e KMU3HM MAlMeHTa, 3a0oeBa-
HUSIX B CEMbE, MOIYYUB PE3YJIBTaThl OCMOTPa
U JJaHHBIE JTA0OPATOPHBIX UCCIIEIOBAHUH, Bpayd
YCTAHABIMBACT KIMHUYSCKHUMA JUATHO3. DTOT
KIMHUYECKUI JIMarHO3 MO3BOJISICT HA3HAYUTH
JIOTIOJIHUTENbHBIE TUATHOCTUYECKUE HCCIIEN0-
Bauus (c. 444).

AHamHe3

Paccripoc nanuenTa sBisieTcs: BaxXHeHen ya-
CTBIO BpadueOHOIl KOHCYIBTAIlNH, TaK KaK IO-
Moracrt yCTaHOBHCHI/IIO I[OBepI/ITeHI)HLIX OTHO-
IEHUH MKy TAIUEHTOM U BPAuOM U CITYKHUT
PYKOBOJICTBOM JJIsi TIOCIEAYIOLIEr0 OCMOTpa.
Heo0xonnMo BHUMATEIBHO BBHICIYIIATH MAIH-
€HTa, TaK KaK TOJBKO OH CaM MOXKET paccKa3arh
0 TOM, YTO €ro 6eCIoKOUT (XOTS HHOT/IA OJIE3-
HBIC CBCACHUA MOXKXHO HOJ'Iy‘II/ITB oT pO}ICTBCH-
HUKOB W JIpy3eii). Bpad JOKEeH MONydnuTh

TOYHYIO UH(QOPMAIHIO O TPUPOJIE, JTOKAH3a-
LY, TPOJODKUTECIBHOCTH U WHTCHCUBHOCTH
CHMIITOMOB, 3aJaBasi HAaBOJSIIHE BOIPOCHL
Bo BpeMms nepBoil KOHCYJIbTALlUU HE CIEAYET
MTOJIB30BAaThCSl BONIPOCHUKAMH, KOMITHIOTEP-
HBIMU MIPOTPaMMaMH ¥ MPHBICKaTh K pabore
MTOMOIIHUKOB, TaK KaK 3TO HE MMO3BOJISET MOJTY-
YUTh BXXHYIO HEBEpOaIbHYIO WH(MOPMAIUIO
0 nanueHTe. HeTouHbli 1 HENOJIHBIN aHaMHE3
4acTO CIYXXUT MPUINHOW OITHOOYHOTO IHa-
THO3a.

Onpoc manueHTa cieayeT MOBTOPUTh, €Clu
JIAHHbBIE HEBPOJIOTHYECKOTO OCMOTpPa H/UITH J10-
MTOJTHUTEITBHBIC UCCIICIOBAHUS HE JAFOT 00BsIC-
HEHUsI KIIMHUYECKUM TIPOSBICHUSAM OOJIC3HH.
Bce pesynsraThl JOKHBI OBITH TIIATEIHHO 3a-
JOKYMEHTHPOBAHBI. DTO TacCT BO3MOXKHOCTH
CpPaBHUTh UX C pe3yJbTaTaMH MOCIEAYIOIINX
KOHCYNIbTAIUA M TIO3BOJIUT O3HAKOMHTHLCS
C HUMH JPYTHM crieluanicraM. [lepedeHp Bo-
MIPOCOB ¥ TOPSIOK MX 3aIUCH MPUBEICH B Ta-
onuIe.

BaxkHble 21eMeHTHI aHAMHe3a:

* Yr0? YrouHeHue xapakrepa kanob (T.e. 4To

UMEHHO MAI[MEHT XOUYET COOOIIUTB).

* Korma? Bpewmst MOSIBICHUS CHMITTOMOB.
» Kak? [Ipupoxa, pa3BUTHE U UHTCHCUBHOCTh

CHUMIITOMOB, COITyTCTBYIOIITE CHMITTOMEI.

* I'me? D10 mOMOXKeT rpu PU3HKATBHOM OCMO-

Tpe.
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Ta6nuua 132. HekoTopbie popMbl BpOXKAEHHOW MronaTm (c. 416)

MwuonaTtusa

BonesHb LeHTpanbHOro
cTepHs (AD?)

HemannHoBas muona-
TUA — KIMHUYECKN U re-
HETNYECKM reTeporeHHas

JloKyc/reH

19913.2/RYR1 (1abn. 131)

NpeHTndnUmMpoBaHo 7 reHHbIX

nokycoB. AR>- n AD-HacniefoBaHue. .
Qopmbl: MiageHYeCKas, BEHWIIbHAS,

C Ae60TOM Y B3POC/IbIX

LleHTpoHykneapHas (M1o-
TybynapHasa) MuonaTtma —
KNVHUYECKN 1 FreHeTnYe-
CKW reTeporeHHas

NoeHTMdrnLUmMpoBaHO 4 reHHbIX TOKyca. e
AR-, AD- n X-cuenneHHoe HacnegoBa- -«
Hue. QopMbl: HeOHaTaNbHasA, paHHero -«
[leTCKOro Bo3pacTa U ¢ gebrotom

Yy B3pOC/IbIX

Mpu3Hakn'

+ MNOTOHVA Y HOBOPOXAEHHbIX>

» MepneHHo nporpeccupytoLasn

» CHWKeHVe MblLeYyHOo Macchl

» AHOManuu ckeneta

» [uno- unn apedpnekcms

» MbilweyHasa CKOBaHHOCTb Nocse
duU3nyeckom HarpysKku

» Puck pa3BuTna 310KaueCcTBEHHOM
runepTepmMmm

» [MNOTOHWA Yy HOBOPOXAEHHbIX

MepneHHo- unm GeicTponporpec-

cupytoLan

[MINOTOHMSA Y HOBOPOMXIAEHHbBIX
CnabocCTb MblLLL, INLA
Hapy»kHasa optanbmonnerus

« PecnupatopHble HapyLLeH s
» Oucoarua

1 YKa3aHbl oTAenbHble NpU3HaKuy. KnrHnyeckrie NposBaeHns BapbupyIoT.

2 AD - ayTOCOMHO-JOMVHAHTHO

€ HacnefoBaHue.

3 KnuHnueckue nposiBneHns BapbupyioT. Hapsay ¢ BPOXKAEHHBIMU CyLIeCTBYIOT 6eCCMMMNTOMHblE GOPMbI 1 MU OTIa-

TVA C 4e6IOTOM Y B3POCSbIX.

4BpoaeHHbI BbIBUX 6efpa, fedopmaumm rpyaHoit KneTku, Kudockonmos, nonas crona.
> AR - ayTOCOMHO-PeLIeCCHBHOE HacefjoBaHue.

Ta6nuua 133. HekoTopble opMbl MeTabonmyeckon muonatum (c. 418)

Mwnonatua/nokyc

Mema6osnuzm y2neeodos’

Twun Il, 6onesHb MNom-
ne? (pednumnTt KUcon
ManbTasbl)/17925.3

TunV, Mak-Apana, (aepuuymt
Muodochopunasbl)/11q13.1

Tun VII, Tapyu (aedu-

uuT pochodpykTo-
KnHa3bl)/12913.11

Mema6osiusm 1unuoos
Mwionatua c geduumtom

KapHUTWHa/?

Oeduuur CPT-1124/1p32.3

DedekTt/reH/HacnegoBaHne

a-1,4-rnoKo3raasbl (KUCon
ManbTa3sbl)/GAA/AR

Mwuodocdopunnazbl/PYGM/AR

DOocdodpyKkToKMHa3bI/PFKM/
AR

MbiweyHoro KapHuUTHa/?/
AR?

CPTII/CPT2/AR

MumoxoHdpuasibHele Muonamuu?

XpoHuyeckasa nporpeccu-
pytoLas Hapy»xHasa opTanb-
mornieruns

MTIHKS, myTauuv/crnopagu-
yeckasa/maTeprHCKoe

MpusHakn

MegnneHHO NporpeccupytoLLas NPoKCMMalsib-
HasA MMOMNATWA, PECNMPATOPHbIE HapyLLEeHUA
(HOYHaA rMNOBEHTUNALA), 3aMeCTUTENIbHAA
SH3UMOTepanus

Bosib M CKOBAHHOCTb MblLLIL| TOCHE pr3nye-
CKOWI Harpy3Ku, MMorno6rHypus, beHomeH
BTOPOrO AbiXxaHus3

Bonb 1 ckoBaHHOCTb MblLL, Nocsie dpusnye-
CKOW HarpysKu, MMOrno6uHypus, Hakonse-
HUEe IMYKOreHa B MblLeYHOW TKaHW NPUBO-
[T K BblpaXKEHHOW MblLLeYHO cnaboctu

CMmMeTpUYHas, NpoKCMManbHas, MefieHHO
nporpeccrpyoLlas MMonaTus, KpeaTuHKM-
Hasza 1

Bbonb B MbllLax Npy GU3nyecKkmx HarpysKax,
ronofaHuu, pabgommonus

MepneHHO nporpeccmpyoLmii ABYCTOPOH-
HWIA NTO3 1 opTanbmonapes
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