y iEIMaLHQCZFVIKa/
/' EN
BPOXOEHHbIX MOPOKOB
pPa3BUTUA HEPBHOM

Cnctembli

KanaimmunukoB Muxaun,
crygeHT IV xypca
nedye6HOTO dpakymbreTa [IMIMY



BPpEMEHHAaA KIlaCCUQPUNKauns

BO3

[lepnHaTanbHbLIM Nepuog - nepuoa c 22
NONHOWN Heaenn BHYTPUYTPODOHOU
XU3HW nfoga no 7-n AeHb
BKINOYNTENBHO BHEYTPOOHOU KNU3HN.



/\/

Pa3Butmne HEPBHOU CUCTEMBI

/lopcanvHan uHOykUus, uau nepeuHHas
Heupyaayus

BenmpanvHasa uHOykuus
HetipoHanvHas npoaugepayus
HetipoHanbHaa muepayus
OpeaHu3ayus u MueauHu3ayus



/\/

[lopcanbHas MHAYKUMS, UNu
nepBUYHasa HENPYNALUS

Cpok: 3-4 HeZenisl reCTaluu

IIpoueccol: O6pasoBaHre HEPBHOM IJIACTUHKY, HAYAIO
e€é CMBIKaHU, 000Cc00/IeHe 3aK/IaIOK TOJIOBHOTO U
CIIMHHOI'O MO3Ta

AHoMmanuu paszsumus: TOTaJIbHbIA KPaHUOPAXHUCXU3HC,

MHEIOCXU3HC, aHIHIIedanus, dHIledasolee,
MHeIOMeHUTHollesie, Marbpopmalius ApHosbaa-Kuapu



BeHTpanbHas nHAyKUKUS

Cpok: 4-10 HeZle/Iv reCTaluu

IIpoueccwi: O6pa3oBaHMe U ITOCAemoBaTe/TbHasI
nudPrpeHIIPOBKa TPEX MO3TOBBIX ITy3bIpeN,
dbopMHpoBaHUe MOTyIIapHii, 00KOBBIX YKeTyZOYKOB,
0OOHSITe/TbHBIX JIYKOBHII, Oa3a/IbHBIX TAHIJIHEB,
CTPYKTYP JIMIIA 3aPO/bIIIa

AHomanuu pazgumus: rogiomnposeHiiedantis, areHe3us
IIPO3PaYHOM IIePErOPOIKHU, CEIITO-OIITHYECKAS
nvciuiasus, Mmaabdopmariiusa lenau-Yokepa (?),
nobGapHas aruta3vsi, ypoACTBa Ul



(oBpazoBaHMe NMEPETIKEK)

3 MO3STOBBIX MY3bIPS (1)

CpeaHHit nepeaHUi

(obpazoBanue
JONOMHHTENbHbBIX
n3rudos)

SOTJAEJOB MO3IA (I



\

Mesencephalic
flexure

Nerve V. Nerves VI, VIII Mesencephalon Rhombencephalon

Cervical
flexure

Prosencephalon
A 26 days B 28 days

Mesencephalon Myelencephalon Mesencephalon
Rhombencephalic Pontine Future

isthmus flexure Cerebral
Metencephalon o micohere

Myelencephalon

Cc 35 days D 50 days




ApOHanbHa4A

nponugepaums

Cpok: 8-12 Heien reCcTaluur
[Ipoueccsl: neneHye KIeTOK-TIpeAIleCTBEHHHUKOB
HEMPOHOB U IVINU

AHomanuu pazsumus: MUKpoliedaus, UCTUHHAS
Makpoliedanus, rTeMUMeraadHIedaus,
HeHPOKO)KHbIE CHHAPOMBI (Hetipodprnbpomaros,

TyOepO3HbIH CK/IEPO3)



HenpoHanbHas murpauuns

Cpoxk: 8-16 HeZe/v recTaluu

[Ipoueccyoi: mepeMellieHHE U3 TTIEPUBEHTPUKYISIPHOTO
MPOCTPAHCTBA KJIETOK TePMHUHATHUBHOIO CJIOSI B 30HBI
UX JIOKA/IM3alluU

AHomanuu pazgumus: mu3sHIIEpaTus,

MTOJTUMHUKPOTUPUS, TUCCIHTePaTHs, HeHPOHATbHAS
reTepoTonus, KOPTUKA/IbHaA JUCIUIA3Us, areHe3Ust

MO30O/IUCTOIO TeJia



Ventricle

Cells around wall
of ventricle divide and
give rise to neurons

Outer surface|
of brain

Ventricle

Radial
glial
cell

Migrating
neuron

Nucleus

Process
of radial
glial cell
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HM3auunsa
MUErNMHM3aumns

Cpok: 6 Mecs1] reCTalli — PAHHWUM NOCTHATA/IbHBIN
Iepuos,

IIpoueccoyl: OpUEHTALUS U pa3MellleHre HEMPOHOB B
y4acTKax CEPOro BellleCTBa, pa3BeTBIEHNE JeHIPUTOB
1 AaKCOHOB, YCTAHOBJIEHUE CUHANITUYECKUX KOHTAaKTOB,
MU ETNMHU3aL A aKCOHOB

AHoMmanuu pazsumus: KpacHyIIHass SMOpHOTIATHS,
cuHapoM PybuninTelina — Tetibu, rumoruta3us 6e1oro
BellleCTBA TOJIOBHOTO MO3Tra, aMHUHOAIMIOTIATHH
(PKY), opranndeckue aligonaTuH



-

[MPEHATAJIbHAA ONATHOCTUKA:

METO/LDbI

HENPSAMBLIE
(o6cnepnosanne Gepementown)

1. Knunnsuecxoe
(axylUepCrO-TMHEXDNOTWeCcKoe)
2. Gaxrepno- M ceponoruwieckoe

3. Mepuxo-reneTnveckoe
* FEHEANOTMNECKDE

NMPAMBLIE
(o6cnepnosanmne nnopa)

I HEMHBA3WBHbIE | _

MHBA3WUBHBLIE

NONYYEHUE NNOAHONO MATEPMANA
1. XopuorGuoncun (I ypumecTp)

1. YneTpaisayxosoe |

2. Nnauenrobuoncun (Il ypumecTp)

3. Amsnouenres
o pasrni (13-14 1. 6.)
o O0brMHaiR (15-22 1. 6.)
4. Kopaouesxves (-l ypumecTp)

5. ®evocxonua (Il tpumecTp)

6. Buoncus Txakneh nnona (xoxa,
MbILULLI, NeYeHb, CENe3eHKa U np.)

(Il TpumecTp)




THATAIIb

OVATHOCTUKA

Knunudeckoe o0ciensoBaHue

MeTogapsl nyueBoit suarHoctuku (Y3U, MPT, KT,
peHTreHorpadus)

DnexTpodusnonorndeckre Mmetoasl (I, OMI,
BbI3BaHHbIE ITOTEHI[HAJIbI)

buoxumuyeckue ucciesoBaHUs OMOJIOTNYECKUX
XUAKOCTEU HOBOPOXKIEHHOTO



W

NPUMEHEeHNA B NpeHaTanbHOW

ONarHOCTUKE




MYLLIECTB al
Y3U

bonee BricOKast pa3pemniaroiias ClTOCOOHOCTH

Bo3MO)XHOCTH BU3ya/T3alluy CTPYKTYP B TF000#
TJIOCKOCTH U C TF000U CTOPOHBI

HeszaBucumocTh KadecTBa H300paXkeHHs OT KOJTMYeCTBa
AMHUOTHUYECKOU XUIKOCTH, MIO3ULIUU IJI0JA, TOJIIUHBI
IO KOYXHOM YKMPOBOM KJI€TYATKH OPIOIIHOMN CTEeHKH
MaTepu

Bosee meTanpHas OleHKa pa3BUTHS CTPYKTYP MO3ra
1014 ( B YaCTHOCTH, Pa3BUTHE KOPBI TOJIOBHOI'O MO3Ia U
6opo31)

MeHblile KOIM4eCcTBO apTe(daKTOB B IIOTy4ae€MOM
M300paKeHUH



Or eH
MPT

bosiee BbicOKast CTOUMOCTD nccjie J0BaHUsA

Mastas pa3pelaroiras CiocoOOHOCTb ITPU MPOBeIeHUH
HCCIeJOBAaHMS Ha CPOKaXx J0 20 HeJlei OepeMeHHOCTH
(Masibie pa3Mephl IJI0/IA, €0 JIBIDHKEHIS)

OTcyTcTBUE yOeIUTEeTbHBIX JAHHBIX O 0€30TTaCHOCTH
MCC/IEIOBAHMS B IEPBOM TPUMeECTpe OepeMeHHOCTH

HeB03MOXXHOCTh TPUMEHHUTH KOHTPACTUPOBAHHE raJOTMHHEM
(MpoHUKaeT Yyepes IUIalleHTapHbIN Oapbep, HePPOTOKCHYEH )

Kimaycrpodobus marepu

OrpaHuveHHs B CHJie MarHUTHOTO 10Jist ToMorpada (He 6ostee
1,5 Th)

OTcyTCcTBYE e AUHBIX CTAHAAPTOB U IPOTOKOJIOB
MCC/IeOBAHUS



W

nccnenoBaHusa y bepemMeHHbIX

Bozaep)xaHue oT mpreéMa MUILHU 3a 4 4aca 10
MCCIeJOBAaHUS C LIe/IbI0 YMEHbIIEeHUS TePUCTATBTUKU
KHUIIeYHNKA (MCTOYHUK apTedaKTOB Ha MOTy4aeMOM
N300payKEeHUH)

[TprmeHeHMe peXXrMa CBepXOBICTPHIX UMITY/TbCHBIX
MOC/IeJOBaTeTbHOCTEN M 0IMKA3 OM UCNO0J1b308AHUS
cedamueHblX Npenapamos U MuopeaakCaHmos 0
o2paHuveHus dguxceHull ni1ooa



3aHUNSA K NPOBE; BO

BpemMsi 0epeMeHHOCTU

CnopHoe 3akatodenue Y3 - nccnenoBanus,
MOATBEPXKIEHUE WU UCKTI0OYeHHe HaX0A 0K

llocToBepHOE 0OHApPY)KeHHE MOPOKA Pa3BUTUS HEPBHOMU
cucteMbl pu Y3W, mOMCK Apyrux cOnyTCTBYIOLIUX
MTOPOKOB

PoxxaeHure B IpoI1ioM peOEHKA C BPOXKAEHHBIM
IIOPOKOM Pa3BUTUSI

Hanngne BHYyTpryTpOoOHOTO MTHPUITUPOBAHUS BUPYCOM
KPaCHYXH, LUTOMEraJIOBUPYCOM, TOKCOTLJIA3MOU

HeBO3MOXXHOCTH YETKOU BU3YAIM3ALIUU CTPYKTYP IPU
MAaTePUHCKOM OXXUPEHUH, OJTUTOTUJPAMHHUOHE



Pexxnm nccnegoBaHums Busyanmsmpyemblie CTPYKTYpbiI

T1-2D GRE oeHTndunkauns KpoBOUINUAHNS,
T1-sense— FGE 0ObI3BECTBNEHUSA, OLleHKa
MUEenNUHn3aLmnmn
T2 B co cBepXxbbICTpbIMU Busyanunsauns OCHOBHbLIX CTPYKTYP
nocnenoBaTefibHOCTAMN nroaa, ero NosioXXeHus1, OLlEHKa
Tna HASTE, SSh-T2-TSE, sSSh-HR-T2, KonmyecTtBa aMHUOTUYECKOU
SSFSE T2 XNOKOCTU
Dyn — B— FFE ccnepgoBaHmne NMKBOpPOANHAMUKIA
FLAIR Busyanunsauns NMKBOPHbLIX

NPOCTPAaHCTB Nioaa, KUCT



Ledanu
9KCceHLuemanua

YacToTa 1/1000 HOBOPpOXXAEHHBIX

OTcyTcTBUE KOXKH, MO3TOBBIX 000JI0U€EK, KOCTEH yeperna
B 00acTH nedexra

BricTymnaroiiee BelecTBO TOJIOBHOTO MO3TA
BeimssuriBaHME OpOUT

llepexT pa3BUTHS Me3eHXUMBbI, YTO 0OC/IaB/INBaeT
MOJTMCUCTEMHOCTD HapyllieHu#: spina bifida, mopoxu
Pa3BUTHS CEPALIA, TTIOYEK, CKe/IeTa, PACIETHUHBI BepXHEM
ryObl 1 HEDA

Bo BTOpom TprMecTe 6epeMeHHOCTH COTTPOBOXKIAETCS
nmoBbilieHrueM YPoBHS o-PI1 ceiBopoTKHM KpoBU



e-Figure 20-54 Anencephaly: 3D reconstruction view. 3D ultra-
sound of the typical facies in a 21

notice the prominent bulging eyes

4/7 weeks' fetus with anencephaly;
and the absent calvarium.



Figure 2 a.b.c: Sagittal and coronal view T2-weighted
(33 weeks) showing anencephaly



Lledpanouene
YacTtoTta 1/3500 — 1/5000 HOBOPOXAEHHbIX

BbingynBaHme BellecTBa ronoBHONoO Mo3ra
(sHUedbanouene) n / unm ero obono4vek (MeEHUHrouene)
yepes AedeKTbl KOCTEN Yepena

PasHoBUOHOCTW: 3amblrioyHoe (80%) / mobHoe /
memMeHHoe [ Ha3allbHble: TpaHccdeHouaanbHoe,
TpaHceTMouaanbHoe, cOeHOMaKCUNnsapHoe,
cheHoeTMoungansHoe, cdheHoopbuTansHoe /
ampemu4ecKoe

[narHocTn4eckne KpUTepumn: CTpYKTypbl,
HanoMuHatoLme nNo dopme MELLIOK, PacrosioXXeHHble
HEenocpeaCcTBEHHO Y ronoBbl Nroga n cogepxalime
BELLEeCTBO MO3ra; 4YacToe coveTaHue ¢ rmgpouedanuen



65 Y% A10I0B Y HOBOPOXXAE€HHBIX UMEIOT
HM30/IMPOBaHHOeE ITOpakeHHe B BHue Hedasolere, 35 %
MMeeT U APyrve MOPOKH Pa3BUTHS (areHesus
MO30JIMCTOTO TeJia, MUKpoIlledaius,
rosomnpo3eHiiedaivs)

XapakTepHble dKCTPAaKpaHUATbHbIE aHOMAJTHU:
TacTPOCXU3UC, AUadpparMaabHble TPHDKU, pEOepHBIE
Manbpopmanuu, nepopmaiimu cromsbl, medpext MIKII,
KOQPKTAIIWSI QOPThI, ar€eHe3Ust MOYeTOUHUKA

YacTo BcTpedaeTcs Mpy TPUCOMHUH 13, 18, 20 (1pu
OoOHapY)>XeHUH ITOKa3aHa OUOIICHSI BOPCHH XOPHUOHA )

Heob6xoarmo nuddepeHIImpoBaTh ¢ reMaHTMOMOH,
OTTyXOJTbI0, KUCTOM, KedaoreMaToMOM

80 % mogoB, nMenIIUX 1edasonesie THOHET, Cpear
BBDKUBIIIUX HOBOPOXKAEHHBIX 50 Y% mocJie
MPOBEEHHOM ONepalui HOPMaJIbHO Pa3BUBAETCSA



Puc 214 Dopmbi uepenno-
MOSIOBBIX TPBLIX (CXxeMa)

a — MEHHUHrouene 6 — sHueda
Jiouefie B — sHUedalouucrouene




Figure 31-1 Frontal encephalocele. A sagittal T1 image shows agenesis
of the corpus callosum associated with encephalocele at the glabella.







Figure 20-3 Cephalocele: 3D reconstruction. A fetus at 20 weeks
with a posterior encephalocele (arrow).

Figure 20-2 Cephalocele: sagittal view. The cephalocele sac is seen
Frotruding from the posterior aspect of the fetal head (arrow) in this
etus at 12 weeks’ gestation.



Fig. 40.75 (a) Fetal magnetic resonance imaging (MRI) sagittal section showing occipital cephalocele. (b) Postnatal MRI sagittal section, same
[g==iial






Figure 31-5 Basal encephalocele. A, A sagittal Tl-weighted image shows callosal agenesis with a finy lipoma (arow). A large defect in the basisphe-
noid is seen. Note the apparent absence of the pituitary, floor of the third ventricle, and optic pathways. B, A high-resolution sagittal T2-weighted
image shows the pituitary-hypothalamic structures (arow) and optic pathways are contained within the encephalocele.






MWMNETTOCXUN3NC

KpatiHe TspKe/ible aHOMaINH,
HeCOBMEeCTHMBbIE C YKU3HBIO

XapakTepusyeTcst
HeCMbIKAHUEM HEPBHOU
TPyOKM Ha IMOYTH BCEM eé
MPOTSDKEeHUH U, KaK
C/IeICTBYE, HeJOpa3BUTHE
BCEX OTAEJIOB LIeHTPAa/IbHOU
HEepPBHOU CUCTEMBI U
MPUJIETAOLINX KOCTEU

CodeTaeTcst ¢ aH3HITlebaTeN
¥ MH€e/IOMEeHUTOHIIe Ie

[ToBbienvie ypoBHs o-PI1




Myeloschisis

c Sagittal HASTE of a different 23-WG fetus shows a
sacral myeloschisis. No sac is visible. d Axial HASTE
through the myeloschisis (same fetus as c). The placode
can be seen at the level of the wide spinal dysraphism,
but remains within the confines of the spinal canal.




Spina bifida

BoigenstoT aBe rmaBHbIe GOpMbI: spina bifida cystica ( B
3aBUCHMOCTHU OT COAEP>KMMOTO I'PHDKH MOApPa3Ae/IsieTCsI
Ha MeHUHToIle/ie, MeHUHTOMHUeJIoleIe,
MEHUHTOLIMCTOlIIese) U spina bifida occulta

Haunb6osee 4acTo (5/1000 HOBOPOXXAEHHBIX) BCTPEYAETCS
MeHHWHTOoMUe olese, KoTopas B 80% ciy4yaeB
JIOKATU3YeTCs B TOACHUYIHOH 00/1aCTH

CTeHKa rpbDKEBOTO BHIMSYHMBAHUS IIPeICTaB/IeHa
MO3TOBBIMH 000/I0YKAMH U UICTOHYEHHOM
pyO110BOMI3BMeHEHHO KoXKel. Yepe3 medeKT B Mellke
MO)XET BBITEKATh JIMKBOP, BBICOK PUCK MHPUIIMPOBaHHUS
COZIePYXUMOTO MeIIIKa.



Cofep>kMMoOe IrpbDKEBOTO MEIIKA: HeIOPa3BUThIN
CIUHHOM MO3T, PAaCIIUPEHHBIN LeHTPAIbHBIM KaHA I

Yacrto coveTtaeTcsi ¢ ManbdpopMaliieii ApHOJIbAA-
Kuapu, rugpoiiedanueii, aneHiiedanmei

B mepBbie CyTKM NOC/Ie POXAEHUS MPOUCXOLUT
yBe/IMYeHUe pa3MepoOB I'PbDKU. 3aCTOU TUKBOPA
MO)XeT IPUBECTHU K Pa3BUTHIO THApoOIledaTUN U, TIPU
OTCYTCBMHU JIeYeHUS — BEHTPUKY/IMTA.

KnnHunvyeckass KapTrHa orpezensieTcss ypoBHeM
TMOPAKEHUS CIIMHHOI'O MO3ra U Yallle BCero
MpeACTAaB/I€Ha ITape3aMU, HapyLIeHUsIMU
YYBCTBUTEJILHOCTH, HeZlepXXaHWEeM MOYU



Cyst on baby’s back
from spina bifida

Copyright the Lucina Foundation, all rights reserved.



Spina Bifida (Myelomeningocele)

- Chiari Malformation

back of brain is forced down
through the skull into the
top of the spinal canal







Myelomeningocoele

a Sagittal HASTE of the lumbosacral region in a 20-WG
fetus shows the expansile MMC sac protruding through the
lower lumbar and sacral open dysraphism. Note also the
hypointense band of neural tissue traversing the fluid-filled
sac, the dilated lateral ventricle, and the reduction in the
supratentorial subarachnoid spaces due to the Chiari Il
malformation. b Axial HASTE through the MMC (same fetus
as a). Note that the feet are not clubbed.




~ 3

S = =338 =l =]
FIGURE 60-5 A, Fetal magnetic resonance image of a thoracolumbar dysraphism. The black arrow marks the upper limit of the dysraphism and
the white arrow indicates the meningocele. Note the severe ventriculomegaly (V). B, Newborn infant with a large thoracolumbar myelomeningocele.



na ApHonbaa-

napm

[TpencraBasier co60# COBOKYITHOCTh aHOMAJTM Pa3BUTHS
POMOOBHIHOTO MO3Ta

PacnipocTpaHéHHOCTH MPUOTHU3UTENTHHO 2/10000
HOBOPOXXIEHHbIX

[Ipennosaraercst, YTO K pa3BUTHUIO AHOMAJIUU IIPUBOLUT
yT€YKa aMHHUOTHYECKOM KMIKOCTH B ZilePeKT 3aKPBITUS
HepBHOM TPyOKU B 00/IaCTH 3aK/IaJKH POMOOBHUIHOTO
MO3Ta, YTO NPUBOAUT K HapylIeHHo 1udPepeHITUPOBKU
€T0 CTPYKTYP

B 3aBMCHMMOCTH OT CT€NIEHU TSHKECTH U CIIeKTPa
AHOMAJIMU BbIAEJISIOT 4 THUIIA.



| [TponabupoBaHrie MUHIATUH MO3)Ke4Ka 0ojiee 4eM Ha 5 MM B OOJIbIIIOE
3aThIJIOYHOE OTBepCTHE (JIMHUST Ha3UOH-OMHUCTHOH). YacTo nmeeTcst
CUPUHIOMMEIUS LIEMHOTO OTJesla CIMHHOTO MO3Ta, UHOIIA MOXKET Pa3BHUBAThCS
rugpouedanvs. Moxxetr MaHUpeCTUPOBATH B 3p€JIOM BO3PACTE MOBBIIIIEHHUEM
BY/l, HapylIeHMeM CTaTUKH, KOOPAUHALIUW, YyBCTBUTETbHOCTHU

11 [TponabupoBaHue B OOJIBIIOE 3aTHIIOYHOE OTBEPCTHE YePBSI MO3)KEUKA, YaCTH
npojoarosatoro Mmosra u IV xenygouka. O4deHb yacToe coyeTaHue C
CUpUHTOMUEeNMeN, ruaponedaneii, Mue IOMEHUHTOIe/Ie, MHO)XeCTBEHHBIMU
AHOMAaJIUSIMM Pa3BUTHS MoO3ra. [l/151 HOBOPOXXJ€HHBIX XapaKTepPHbI HapyllIeHUsI
IJIOTAHMSI, TePUOJBI AlTHO3, CTPUAOPO3HOE AbIXaHHWe BC/IeCTBHUE ITapainyda
I'OJIOCOBBIX CKJIQ/IOK, ACITUPALAH, OMMMCTOTOHYC MU O0IIasi TUTIOTOHMS,
CITOHTAaHHBIM HUCTATM, CJIA0BIH T1/1a4 WJTU €0 OTCYTCTBHE, TUTTIOMUMMS WJTH
amMuMus. Ec/iu yKazaHHbIe CUMIITOMBI BBISIB/ISIIOTCSI CPasy MOCJIe POXXAEHUS,
IIPOT'HO3 IUIOXOH, IeTH MOrMOAr0T OOBIYHO B TeUeHHe HECKOIbKUX THel. Yem
60J1b1IIe BO3PACT, B KOTOPOM MOSIBUTUCH CHMITTOMBI, TEM JTy4llle ITPOTHO3.

111 CMmeleHMre BceX CTPYKTYP 3aJlHell YepelmHOM SIMKH, BKJIFOYAsi MO3)Xe4OK,
KaygabHO. OOBIMHO COYETAETCS C 3aThUIOYHBIM DHIIeDATOMEHUHTOIIe e UITH C
meiHBIM MUeToMeHuHTOIene. Crmoco6oB eueHUs He cyliecTByeT. [[poruos
KpaliHe HeG/IarONMPUATHbIN, MATOJIOTUS HECOBMECTHUMA C YKU3HBIO.

IV ['Mnoruta3ust Mo3)keuka U ero HaméTta. JledyeHue He TpeOyeTcs. Ariasus
MO3)Xe4YKa ~HeCOBMECTHUMO C XXU3HBIO.



Spinal cord



‘Facetof G

Cadaveric image (posterior view) of a Chiari |

rmalfAarmatinn




Foramen magnum

FIGURE 4.14. Arnold-Chiari malformation, midsagittal section. (A) Normal cerebellum, fourth ventricle, and brainstem.
(B) Abnarmal cerebellum, fourth ventricle, and brainstem showing the common congenital anomalies: (7) breaking of
the tectal plate, (2) aqueductal stenosis, (3) kinking and transforaminal herniation of the medulla into the vertebral canal,
and (4) herniation and unrolling of the cerebellar vermis into the vertebral canal. An accompanying meningomyelocele
is common. (Modified from Fix JD. High-Yield Neuroanatomy. 3rd ed. Philadelphia, PA: Lippincott Williams & Wilkins;

2005:46.)






roMEeBbIE ANAITHOCTUHECKNE

MPU3HaKM

DxorpadpuyecKue MPU3HAKU «JIMMOH» B «OaHaH»
(16-24 Hemen 6epeMeHHOCTH)

BenTpukynomeranus, rugponedanys
MuenomeHUHro1e e
[ToBeireHne ypoBHs o-PI1 cbIBOpOTKH KpOBU

ugppepeHuuanvHas duazHocCmMukda co CmeHO30M
godonposoda, dpysumu aHOMAAUAMU KPAHUO-
gepmebpaibHO20 nepexoda



I VJIVlpouschudcydal vl
A

YacToTa 1/10000 HOBOPOXIEHHBIX, 1/250 BCeX MIOA0B

COBOKYITHOCTbh QHOMAJ/IMX Pa3BUTUS IIepeHero Mo3ra u
ero pa3zesieHus Ha MOIyIapys 00IbIIOTO MO3Ta U
IIPOMEXYTOYHBIX MO3T, BOSHUKAIOLINX MEXAY 18 U 28
Heae/IIMU OepeMeHHOCTHU

o 45% HOBOPOXXAEHHBIX UMEIOT XPOMOCOMHbIE
aHOMaJ/IUH (TPUCOMHUU 13, 18)

YacTto couertaercs ¢ JepeKTaMu pa3sBUTHUS JTULIEBOTO
yepena (IUKIONHSI, MUKPODTaTbMUS, TUIIOTEIOPU3M,
paciie/iMHa HEGA)

Yacrto coveTtaercs ¢ aHomanueu leHau-Yokepa,
MEeHHWHTIoLeJIe

Bricokast cMepTHOCTbD, /10 KOHIIA 1 IO/l YKU3HH T0XKUBAIOT
29 % pOXXJIEHHBIX C aHOMAaJTHEMN.



AnobGapHbIi

CemMut00apHbBIi

[TomHOCTBIO OTCYTCTBYET paszenenue telencephalon Ha 2
TIOJTYIIAPHSI C OTHUM OTPOMHBIM >KeJTyZJOYKOM, a
ME)XIIO/TyIlIapHAas 1lie/Th, MO30JIUCTOE TeJI0, CEPIT MO3Ta,
MpO3pavyHast TeperopoKa, TPeTHH JKeTyJoueK

He cOPMHPOBAHBI, TIOJJKOPKOBbIE 0OPAa30BaHUS U
TMITTIIOKAMIT OTCYTCTBYIOT

EcTh OmVH XenymodeK v pyIUMEHT 3aThbUIOYHBIX JOJIEeH,
nepesH1e OTAE/Tbl MO3Ta JUCTUIACTUYHBI,
MEeXXITOTyIIapHas 1Iie/ b, MO30JIMCTOE TeJI0, CepI MO3Ta
chOpMHUPOBAHBI YACTUYHO U MPUCYTCTBYIOT B 33THUX OT-
nesax Mo3ra, Mpo3pavyHasi meperopogKa OTCyTCTBYET,
OOKOBBIE YKeTYIOUKH CIMBAIOTCS B 00/1aCTH TTepeTHNX
POTOB U TeJI, TOJKOPKOBbIe 00pPa30BaHUS Y TUIITOKAMIT
OVICTUIACTUYHBI, TPETHUH YKeTyloueK TMIOTIa3UPOBaH.



Jlo6apHbIit

[ononpose
Huedanus
ME)KITOJTYLL
apHO-
CpesUuHHOU
JINHUU

EcTb e MeXAy MOMyIapyusiMU, HO UMEeT MeCTO CTUSTHUE TI0
CPeVHHOU TMHUU MOSICHOU U3BUJIMHBI. [0JIOBHOU MO3T

nMeeT cpOPMHPOBABIIMECS OTAE/bI, KOTOPbIE MOTYT OBITh
HOpMasibHOU BennunHbl. [Ipu ganHOM dopme
rojI0Npo33HIedanny, 60KOBbIE XXeTyJOYKHA COeTMHEHBI MEXTY
co06o¥i Ha YpOBHE MepeHUX POrOB, OTCYTCTBYET ITPO3pavyHast
MeperoposiKa, T00HbIE TOTU TUITOTUIa3UPOBAHbI, TPETUH
xemygodek nuddepeHITTPoBaHHbINA. [TogkopKoBbIe 00pa3oBaHUS
Y TUIITOKaMIT cdopMUupoBaHbl. OOOHSTETbHBIE TPAKTHI U
JTYKOBHIIBI TUTIOTIACTUYIHBI UJTU OTCYTCTBYIOT. MO30/1MCTOE TENIO0
MOXXeT ObITh HOPMa/IbHBIM, TUIIOTIACTUYECKHUM HJTH
OTCYTCTBOBATh.

Bcrpevaetcst pexxe u B 601ee MSITKO# GOpMe IO CBOUM
KIMHUYeCKUM MPOsIBJIEHUsIM. /lopcasibHast YacTh MOMYyLIapUA He
pasesieHa Ha 3aAHI0I0 GPOHTATBHYIO U MTapUEeTaIbHYI0 YYaCTKU U
BO MHOTHYX C/Iy4asiX KayZaabHBbIE sIpa U TaJlaMU4yeCcKUue
CTPYKTYPBI TOXXe pa3zesieHbl He MOMHOCThI0. OgHaKo,
MPUCYTCTBYET MEXITONYLIapHOE pa3jenieHre 0a3aibHOTrO
nepegHero Mo3ra, epeJHel YacTh GPOHTAIbHBIX T0JIel U
3aTBhUJIOYHBIX YYAaCTKOB



Mormal brain

Semilobar Labar

FIGURE 10-17. 5Schematic representation of 8 normnal brain compared
with different vaneties of holoprosencephaly.



Puc. 2. MP-omorpammbi ronoBHoro Mosra npu anobapHom THne rononposesuedank.






1VICAJ IUWUVIVICAIJ'VII'I HUI IHVI_
Yokepa

YHacToTa 1/30000 HOBOPOXXAEHHBIX

BozHuKkaeT mexay 4 1 6 HeZleIIMU BHYTPUYTPOOHOTO
Pa3BUTHA B pe3y/bTaTe HapyLIeHUs pa3BUTHSA 3aJHETO
MO3ra

XapaKTepHble NPU3HAKU: aTpe3usi OTBepCTUM JIylKu u
MakaHau, HeZlOpa3BUTHE BIUIOTbH A0 IOTHOTO
OTCTYCTBHS Y€PBS MO3)X€YKa, TMIIONJIa3UsI MO3XKEYKa,
yBenuudenue 1V xxenygodka v 3agHer YepernHOU SIMKUY,
3/IeBallvsi HAMETAa MO3)Xe4YKa, CAHYCHOTO CTOKA

3acTou TUKBOpa B 1V xenynouke NpuBOIUT K
noBbiieHuio BU/l, BHyTpeHHel ruapouedamiu

CuMITOMBI MAaHUPECTUPYIOT B TEUEHUE 1 FO/IA YKU3HU
(HapylIeHHsT KOOPAWHALIH, TTIOXOIKHU, SITUIENTHIYECKe
MIPUIIAIKH, TPU3HAKY MOBbIlieHHss BY/])



Lateral ventricle _ Third ventricle/

thalamus
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vy ‘al -

Cerebral agqueduct —_| [SNES ﬁ
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Confluence of sinuses

Cerebellar vermis
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AreHesmsa MO30JIMCTOro Tena

YacTuaHOe MM TIOTHOE HeIOPAa3BUTHE MO30IMCTOTO
Tesia (IMO/IHOe BCTPEeYaeT s Yallie)

YacToTa 2/10000

B ciiyyae yacTUYHOM areHe3nuu — OTCYTCTBUE 3aJHUX
qacTeii (Teso, mepeliieek, BavK)

YHacTo coueTaeTcst C OTCYTCTBUEM IIPO3PAYHOM
IeperoposKy, peruoOHapHbIX apTepUn, dj1eBalueun
epeaHNX POTOB OOKOBBIX XKEJIIOYKOB («IIIeM
BUKWHTA» ),



Puc. 5. MP-roMorpammbl nauwesTa ¢ areHeswed MOSOMMCTOTO TeAa, MPOSPAYHOM MePeropogkM W ¢ cybanesgMMapHON
TETEDOTONHEN KODAL



Acqg Tm: 11.58:4

15,5 (COl) Acqg Tm: 11:45:02.6

_ , 10
> 1024

M/ Lin:OCM /gD
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Puc. 1. Wnsesedpanns (yHunarepanbibii THN), aKcHanbHas
NpoexuKA. [MIaHTCKaA pactiennna BbICTAGHA NaTONOrNYECHN
YTONILERHOR KOPOH, 3aNONHEHA CNMHKHO-MOSIOBON MHAKOCTbIO
W NPOCTHpaeTcA OT 0OKOBOrO MeAyAOYKA K MOBEPXHOCTH
Kopbl. OTcyTeTByeT npospaynas neperopoka.




ET.62
TR:380.9




JInccaHuemarn
NS

CocTosiHUe, TIPU KOTOPOM
yMEHbILIEHO KOJIMYeCTBO
60pO3/ ¥ U3BUIMH

Bo3HuKaeT He mo3aHee 3
Mecsilia reCTaluu

YacTo coyeTtaercs ¢

APYT'UMH ITOPOKaAMH
Pa3BUTUS HEPBHOU

CHUCTEMBI

He6maronpusiTHbIi
YXU3HEHHBIN IPOTHO3







/\/

HenpoHanbHaga retepoTonus




/\/
[TonumMmmnkpormpums

Puc. 6. Bunarepanbias MepHCHAbBKAPHAR W NApacarwTTanbhas NapHETO-OKUMMWTANbHAA NOAWMKKPOTHDHA (aHCHanbHas,
CarKTTanbhaA MPOEKUNN).



FIGIIRE 88 17 Palnmlkwoasrts : Murh ok vie corahid ey ia






AHeBpu3mMa BeHbl [ aneHa

COBOKYITHOCTh apTepHO-BEHO3HBIX MaTbHOPMAIIHH,
JIOKQJIM30BAaHHBIX B 00/1acTU BeHbI [asieHa. Mo)keT ObITh
IpeCcTaB/IeHa e ITMHUYIHBIM VI MHO)XeCTBEHHBIMH
ITYHTaMU

BosHuKaeT B cBsA3U C 3a7iep)kKoit o6paTHOTOo pa3sutus ABM
SMOPHOHATLHOTO TIePUOJA MEXAY 6-11 HeJle IIMU
SMOPHUOHATPHOTO PAa3BUTUS

['Mnomnsasys MpILIEYHOT'O U 3/IACTUYECKOI'0 CJIOeB CTEHKU
BEHBI IPUBOJUT K €€ Pe3KOMY PACIIUPEHUIO IPHU
yBeJIMYE€HUH JaB/IeHUsI KDOBU

KnnHuyeckuie mposiBieHNsI MOTYT OBITh 0OyC/TOB/IEHBI
ob0eTHeHVeM KpOBOCHAOKeHM S ITpHJIeTaloNiX obacTei
MO3Ia, UX CIaBJI€HUEM aHEBPU3MOM U OKKJIIO3UEN
JINKBOPHBIX IPOCTPAHCTB

YHacro coueraercs ¢ BIIP cepaiia 1 MmarucrpanbHbIX COCYZOB
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