TexcepZer Higfimipoanos

e BPOXKJIEHHBIE IOPOKU PABBUTUA
HEPBHOU CUCTEMBI



* HepBHas cucreMa miioga HaYMHAET pa3BUBATHCA HA
pPaHHUX 3Tanax dMOPHOHAIBHOM KU3HHU. VI3 HapyKHOTO
3apPOJIBIIIEBOTO JIUCTKA — 3KTOAECPMbI — IO CIIMHHOM
IIOBEPXHOCTH TYJOBHIIA SMOPHUOHA 00pa3yeTCs YTOJIICHUE
— HepBHas TpyOka. [ 0JIOBHOM KOHELL €€ pa3BUBACTCA B
TOJIOBHOM MO3I, OCTAJIbHAS YaCTh — B CIIMHHOU MO3T.

* YV HeleIbHOI0 AMOPHOHA HAMEYACTCS HE3HAYUTEIIBbHOE
YTOJIIIEHUE B OPAJIbHOM (POTOBOM) OTJIEJI€ HEPBHOM TPYOKH.
Ha 3-1 Hemene 3apoabIIeBOro pa3BUTHS B TOJIOBHOM OTHEIIE
HEpBHOHM TPYOKH 00pa3yroTCs TPU NEPBUYHBIX MO3TOBBIX
y3bIps (HEpEAHUN, CPEAHUN U 3aJHUI ), U3 KOTOPBIX
Pa3BUBAIOTCS IJIABHBIC OTACIIBI FTOJJOBHOTO MO3ra —
KOHEUHBIN, CPEHUM, POMOOBHIHBIA MO3T.



* B pnanpHEuIIeEM NEPEIHUN U 3aJHAM MO3TOBBIE I1Y3bIPU
PACWICHSIOTCS KOXKIbIA HA IBA OTAENA, B PE3YJIbTaTe YEro Yy
4-5-HeIenbHOTO AMOpPHOHA 00pa3yeTcs MSATh MO3TOBBIX
y3bIpeii: KOHEUHBIN (TeIdHIE(hATOH), IPOMEKYTOUHBIN
(musHUEdaIoH), cpeaHuil (Me33HI1e(daI0H), 3aJHUN
(MeTHHIE(aIOH) U MPOIOJATOBaThIi (MUEIRHIIE(DATIOH).
BriociaencTBun U3 KOHEYHOTO MO3TOBOTO ITY3bIPST PA3BUBAIOTCS
MOJIyILIapHs TOJIOBHOTO MO3Tra M MOJAKOPKOBEIE SIpa, U3
IIPOMEKYTOUYHOTO — IIPOMEKYTOUYHBIN MO3T (3pUTEIbHBIC
Oyrpbl, IOA0YTOPhE), U3 CPEIHETO POPMUPYETCS CPEIHUM
MO3I — YETBEPOXOJIMUE, HOKKHA MO3Ta, CUIIbBHEB
BOJIONIPOBO/I, U3 3aJHETO — MOCT MO3ra (BapOJIMEB MOCT) U
MO3K€UYOK, U3 IIPOJAOATOBATOrO — MPOAOJTOBATHIM MO3T.
3aaHss 4acTh MUEJIPHIIE(aT0HA MIABHO MNEPEXOAUT B CIIMHHOM
MO3T.



* W3 momocTert MO3roBBIX My3bIPEH U HEPBHOU TPYOKHU
00pa3zyroTCs KENYT0YKH I'OJIOBHOIO MO3Ta U KaHaJI CIIMHHOIO
Mo3ra. [1osocTty 3a1HET0 U MPOA0JATOBATOTO MO3TOBBIX
Iy3bIpei mpeBpamiarorcs B 1V xkemynouek, nojaoCcTb CPEAHETO
MO3TOBOI'O IMy3bIpsA — B Y3KUU KaHAaJ, Ha3bIBA€MbIN
BOJIOITPOBOJIOM MO3ra (CHJILBHEB BOAOIIPOBO/T), KOTOPHIH
cooomaer mexay cooou Il u IV xkenmynouku. ITomocTh
MIPOMEXYTOUYHOIO My3bIpA Npepatiaerca B 111 xemynouek, a
IIOJIOCTh KOHEYHOIO ITy3bIpsi — B JIBa OOKOBBIX JKEIYI0YKA.
Yepes mocpeicTBO MapHOro MEAKETYI0UKOBOro orBepetus 111
KEITYIOUEK COOOIIAETCS C KaXKIbIM OOKOBBIM KeMymoukoM; [V
KEITYIO4YEK COOOIAaeTCs ¢ KaHAJIOM CIIMHHOTO Mo3ra. B
KEIYI0UYKAX U CHUHHOMO3TOBOM KaHAJIE [IUPKYJIUPYET
1epeOpaabHast )KUIKOCTh.
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Puc. 2. INporonvuwit paspes wepes u3or-
HYTHI roaoBrofl KoHew MosroBoi TpyG-

KH CT3IHH NATH MOJroBuX nyswipel.

Puc. 3. I'oaoeuolt moar papocaoro. Cpe-
DMV CarHTTAMLHLG pagzpea.



* K 3-My Mecsiy BHyTpruyTpOOHOTO pa3BUTHS BbIJICISIOTCS
OCHOBHBIC YaCTH LICHTPAJIbHOM HEPBHOM CUCTEMBI: OOJIbIIINE
MOYIIAPUS U CTBOJI MO3Ta, MO3TOBBIC JKEITYTOYKH, a TAKKE
criHHOM MO3T. K 5-My mecsany auddepeHunpyrorcs
OCHOBHBIE 0OPO3/bI KOPHI OOIBIINX MOJYIIapHi, OTHAKO KOpa
OCTAETCA €IIe HEJOCTATOYHO pa3BuTor. Ha 6-m mecsie
OTYETJIMBO BBISABIISCTCA (DYHKIIMOHATIBHOE MPEBAINPOBAHUE
BBICIIIMX OTJICJIOB HEPBHOM CHCTEMBI IJIOJA HAT
HIDKEIE)KAIUMHU OTICIaMHU.



Hepenana Cpenmmnrii mosr ITpomesxy TOYHBIH
LIacTHHKa HepeHBIH —. ’

KoneyHsrit .
MO3T IIponesky TOYHBIH
MO3T :

2 mecAana 4 mecana Hoe opoxneHHBIH



* BpoxkneHHble aHOMAJIUM — HEOOpaTUMBbIE CTPYKTYpPHBIE
Ae(EeKThl, BOSHUKIIIME B PE3yJbTaTe HAPyIICHUS HOPMAIbHOTO
[IpE- WX MTOCTHATAJILHOIO Pa3BUTHs. BpOXKIEHHBIE TIOPOKHU
PA3BUTHUSA IJIOAA 3AHUMAIOT 2-3 MECTO B CTPYKTYPE NPUYHH
IepUHATaIbHOM T'HOEIHU M10/1a U HOBOPOXK/IEHHOr0. boibIoe
3HAYEHUE UMEET PaHHSAS JUAarHOCTUKA TOPOKOB PA3BUTHS,
KOTOpasi HEOOXOAMMA JIJIs CBOEBPEMEHHOIO PENICHUS BOIIPOCA O
BO3MOKHOCTH MPOJIOHTUPOBAHUSI OEPEMEHHOCTH, YTO
OIIPEAECIAECTCA BUIOM IOPOKA, COBMECTUMOCTBIO C )KU3HBIO U
MIPOTHO30M B OTHOIIIEHWM MOCTHATAJILHOTO pa3BUTHA. B
3aBUCUMOCTHU OT 3TUOJIOTUH PA3JIUYAIOT HACIIECICTBEHHBIE
(reHETUYECKUE), SK30ICHHBIEC U MYJIbTH(AKTOpHUATIbHBIC
BPOXKJICHHBIE TIOPOKU PAa3BUTHUA TUI04A. K HACIIEACTBEHHBIM
OTHOCST IIOPOKH Pa3BUTHSA, BOSHUKAOIIUE BCICACTBUE
MYTAaIlUH, T.€. CTOUKMX U3MEHEHUU HACJIEICTBEHHBIX CTPYKTYD B
rameTax Wiy 3Urore.



e XapakTep BO3HUKAIOIIUX IIPHA 3TOM aHOMAJIMK BO MHOTOM

3aBUCHUT OT (ha3bl Pa3BUTHUS HEPBHON CUCTEMBI: CTaauU
(opMupoBaHus HEpBHOU TPYOKH (3,5—4 Henenun), cTaauu
(bOpMHUPOBaHMUS MO3IOBBIX ITy3bIpel (4—35 Henean), CTaauu
(hopMHpOBaHUS KOPbI O0JILLIOr0 Mo3ra (6—8 HeJlenn) U T. 1.
[TopokH MOTYT BCTPEYATHCA U30JIUPOBAHHO HWIIM B PA3JIUYHBIX
COUYECTAHUSIX.




Knaccndpukauma paktopos, oKasbiBalOLWMX BpegHoe BAUAHUE Ha SMOPUOH 1 nnog,

dom3nyeckne

MexaHu4yeckue: TpaBma,
N3MEHEHME BHYTPUMATOYHOIo
JaBneHus, MHoronnogme, Mmoma
MaTKN, MaTOYHbIE COKpaLLEHUS,
MHOrosogme unm manosoaue,
BHEMAaTO4YHasa nMnnaHtayms,

AaBneHune 6n|/|3ne>|<au_u/|x OpraHos.

TepMuyeckune: TennoBom LLOK,
rmnoTepmus.
Jlyyeseble: ynsTpadumoneTosoe,
PEHTreHOBCKOoe, paguoaKTUBHOE,
KOoCMUYeckoe obnyyeHue.

XMMn4eckume

['Mnokcusa, HegocTaTok noaa,
BITUSAHWE MeAUKaMeEHTOB, A10B
nnp.

ounonornyeckue

HepoctaTok nnu n3bbiTok
BUTaMWHOB, HEJOCTATOK NN
N30bITOK FTOPMOHOB, MHAEKLNN U
MHTOKCUKaUnn, aHTureHs! (Rh-
aHTuTena, rpynnosas
HEeCOBMECTUMOCTb KPOBN),
HeOoCTaTOK UMM U30bITOK
AUTaHNA, BO3pacTHble (CBA3aHHbIE
C KONnM4yecTBOM poaoB 1 abopToB,
aHoManun nnaueHTbl, USMEHEHUS
ropmMoHarnbHoro npoduns, oduiero
COCTOSHUS, NEPEHECEHHBbIMU
B6onesHamun), cTpeccoBble
BO30ENCTBUA.



* B 3aBUCHMOCTH OT BpEMEHM BO3JACUCTBUA Pa3IMYalOT 4 TPYyIIIIbI
MOBPEXKICHUN: 1) TaMETONAaTUN — MOBPEKACHHUE 3aPOABIIIEBBIX
KJIETOK Y POAUTEIEH HA CTaAUH, IPEAIISCTBYIOIICH 3a4aTHIO; 2)
OJIaCTOIIATUX — MOBPEKACHUS, BOSHUKAIOIIHUE B IEPUOIC
OJlacToreHesa, T. €. Ha paHHEU cTaauu T PpepeHInannm
OIIOIOTBOPEHHOTIO SIKIa (IMEPBBIE 3 HE. MOCIE OIIIOIOTBOPEHUA);
3) aMOpuoOIIaTUU — MOBPEXKACHUS BO BpEMSI OpraHoreHesa (¢ KoHIa
3-¥ HeAgenu A0 KOoHIa 4-ro Mecsina 0epeMeHHOCTH ). BeTpeuarorcs
OCOOEHHO YacTO, KIIMHWUYECKH MPOSIBIISIFOTCS B BUJIE PA3JIMYHBIX
nopokoB pa3zButus [LITHC u np.; 4) dhbeTtonatum — moOBpEXICHUS BO
BpeMsl pa3BUTHSA ioAa (¢ 5-ro mecsa 0epeMEHHOCTH ) Ha (paze
MOP(OJOTrHYECKOTO U (PYHKIIMOHAIBLHOTO CO3PEBAHUS OPTraHOB U
CHUCTEM OyayIIero peocHKa.



e [IOPOKU HEPBHOU CUCTEMBI

* Haubonee uacmo ecmpeuarouiuxca nopokos
pazeumusa I{HC:

1. I'mgponedanus:

- CT€HO3 BOJOIIPOBOA MO3ra;
- OTKPBITAsk TUApoLehanus;

- cunapoM Jlenau-Yokepa.

2. Jle(beKThl HEPBHOM TPYOKHU:
- spina bifida;

- aHAHIEC AT,

- edaroiene.



3. Mukpouedaius.
Ilopoku pa3BuTus yepena:
1. KpanunocrteHos.

2. Cxadouedanmsi.

3. bpaxunedanus.
4.Cungpom Arepra.
5.Cungpom KpyzoHa.

Iopoxu pazeumus no360HOYHUKA U CHUHHO20
Mmo32a: CUpUHTOMMEIIHSL.

Couemannnvie ypoocmea uepena u 20,106H020 MO32d.:
[Timarnbasus.



Tuopouegpanua - ypennuenve pasMepoB KEJIYJO0YKOB MO3ra ¢
OJIHOBPEMEHHBIM HapacTaHUEM BHYTPHUUYEPEITHOTO JaBJICHHUS,
COIIPOBOXK/IatoIIeeCsl B OOJIBIITMHCTBE HAOIIOICHUN YBETUUCHUEM
Pa3MEpPOB TOJIOBBI.

I'maponedanus Hadmomaercs ¢ yactoroit 0,1-2,5 va 1000
HOBOPOXAEHHBIX. OK0J10 60% M10710B ¢ ruapoledannei - MaTBYUKH.
I'uaponedanus MoxeT ObITh CIECICTBUEM MHOKECTBA 3a001€BaHU I
Pa3IMYHOM ATUOJOTHMH. B OONBIIMHCTBE HAOIIOICHU OHA PA3BUBACTCS B
pe3yJbTaTe HapYILIECHUS OTTOKAa CHMHHOMO3TOBOM KUJAKOCTH.

BbIIeNst0T TP OCHOBHBIE IPUYKWHBI PA3BUTHS BPOKIECHHOM
ruapouedanuu: 1) rugponedanus Kak MposBICHUE BPOXKICHHON
AHOMAJIUUY JIMKBOPHBIX MYTEH;

2) KaK CJIeICTBUE BHYTPUYTPOOHON MH(DEKITNH;

3) KaK pe3yabTaT BHYTpUYEPEITHON poaoBoOM TpaBMbl. K unciy
MH(DEKIIMOHHBIX 3a00J1€BaHUM, SBIISIONIUXCS MPUYMHON ruapoledaiuu,
OTHOCST CU(UIIMC, TOKCOILIa3M03, IuToMeraanto. ['uaponedanus MOXeT
CTaTh PE3YyIbTaTOM TPEX MPOIECCOB:

1. M30BITOYHOM CEeKpelnHy JTUKBOPa (TUIIEpCEeKpEeTOpHAs ruaporedanus);
2. nedekra BcachIBaHUS JIUKBOPA (ape30pOTUBHAS TyIpoledanus);

*s 3. 3aKyIIOPKH ITyTE€H OTTOKA JIMKBOPA (OKKJIIO3UMOHHAS THApoLedanus).



* KinuHuueckue nposiBIeHUS NPOTrPeCCUPYIOIICH T ipoLedaind HOX0XH
HE3aBUCUMO OT €€ STUOJIOTUHU: ONEPEKAIOIIUN ITPUPOCT OKPYKHOCTH
TOJIOBBI U MAKPOKPAHUS SIBJISIFOTCS CAMbIMU YaCThIMUA CUMITTOMaMH J10 |
rojia. ICTOHYEHHBIE KOCTH YE€PENa, OTKPHITHIC IIBbI,
AUCHPONOPIHUOHATIBHO YBEJIMYEHHBIN 100 C HABUCAIOIIMU
HaJIOPOBBIMU, HAIIPSHKEHHBIM, BHIOYXAIOIUA POJHUYOK U 3aCTOMHBIC
BEHBI CKaJIblla - THIIMYHBIA Bl peOCHKa, O0JILHOTO TUAPOLEC(hATUEN.
Pacxonsieecst koconiasue, cuHipoM ['pede, mapesbl OTBOASAIINX HEPBOB,
NTO3, aTpo(Pus 3pUTEIbHBIX HEPBOB C YTHETCHUEM PEAKIIMU 3padKa Ha
CBET, MBIIICYHbIN TUNIEPTOHYC - MO OTJIEIBHOCTH WA B COUCTAHUU -
HEpEJIKME HAXOJIKH MPH HEBPOJIOTUYECKOM 00CIICIOBAaHUM.

* B ciydae ObICTpOro mporpeccupoBaHus TUAPOLECHAINH, TAK KE KaK IMPU
OCTPOM MEHHUHTIOAHIIE(DaTuTe 000 ITHOIOTUH, BO3HUKAIOT PBOTA,
COMHOJICHIIUS, OECTIOKOWCTBO; CYIOPOTH U CEPJIEYHO-COCYIUCTHIE
HapyILICHUS MOSABIISIIOTCSA paHee 0OIIEMO3TOBBIX CUMITTOMOB.
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Spina bifida - anomanus pa3BUTHUS MO3BOHOYHOTO CTOJI0a, BO3HUKAIOIIAS B PE3YJIbTaTe HAPYIICHUS
mpoliecca 3aKpbITUs HepBHOM TpyOku. Paznuyaror spina bifida cystica (kucto3nas opma
CIIMHHOMO3TOBOM IPhIKU ¢ 00pa30BaHMEM IPHKEBOIO MEIIIKA, COACPIKAIIEro 000JI0UKH MO3ra U/WUiu
BEIIIECTBO Mo3ra) u spina bifida occulta (ckpsiTas popma, KOTOpas He COMPOBOXKIACTCS
00pa3oBaHUEM TI'PBIKEBOTO BhIsuMBaHus ). Hanbomnee yacTo yka3zaHHbIN Ae(EKT JIOKAIU3YyeTCs B
MOSICHUYHOM M KPECTILIOBOM OTJIeJaX MO3BOHOUHMKA. YacToTa BcTpeuaemocTH spina bifida 3aBucur
oT reorpaduueckoro peruota. B HekoTopsix palioHax BeankoOpuTaHuM 4acToTa STOTO MOPOKa
cocrasisieT 4 Ha 1000 HoBopoxknenHbix. B CIIA stoTt nokazarens 0,5 Ha 1000, XOTst 3aBUCUT OT
pacoBbIX U reorpaduueckux ocobeHHocTei. Spina bifida - mopok pa3BuTHs, BOSHUKAIONIUHN B CBSI3U
C HapylIEHHUEM 3aKpbITUSI HEPBHOU TPYOKH Ha 4-i HeJleIu IMOPUOHAIIBHOTO Pa3BUTHUS. JTa
aHOMaJIHsI HacJleayeTcs 1Mo MyJabTu(dakTopuanibHOMY TUITY. Spina bifida moxkeT opmupoBarbcs B
pe3yJibTaTe TUIEPTEPMUN MAaTEePH, TPU HATMYKMH Y HEE caxapHoro auadera, BO3IEUCTBUU
TE€pPaTOreHHBIX (PAKTOPOB, a TAKKE OBITh YACTHIO TEHETUYECKUX CUHIAPOMOB (C U30JIUPOBAHHBIM
MYTaHTHBIM T€HOM) HJIM XPOMOCOMHBIX aHOMasui (Tpucomuu 1o 13 u 18 mapam xpomocom,
TPHUILIONAMS, HeCOaTaHCUPOBAaHHAS TPAHCIOKAIIMS WM KOJIbIeBast XpoMocoMa). CIMHHOMO3IOBast
rpblka coueraercs 6osee yem ¢ 40 CuHIpPOMaMKu MHOKECTBEHHBIX IOPOKOB Pa3BUTHUS
(rumporuiedanueid, BpOXKICHHBIMUA MIOPOKAMU CEPIIa U MOUETIOIOBOM CUCTEMBI).

JIr000i1 OTKPBITHIN IePEKT HEPBHOW TPYOKHU JIOJXKEH OBITh 3aKPBIT B TEUEHUE MEPBBIX 24 4 )KU3HU.
AHTHOaKTepHanibHas Tepanusi, Hayarasi Cpasy Mocliie poXKJACHUs, MOXKET YMEHBIIIUTh PUCK
MH(EKITMOHHBIX OCI0KHEHUH. [IpOrHo3 17151 AKU3HU U 310POBbS 3aBUCHUT OT YPOBHS PACHOI0KEHUS
MEHUHTOMHUEIIOINIEIIE, a TAK)KE OT KOJIMYECTBA U XapaKTepa COUYETaHHbIX aHoManui. [lcuxudeckoe
pa3BUTHE JIETEH, UMEIOLIUX MPU POXKJICHUU HOPMAIbHYIO OKPY>KHOCTh TOJIOBBI U ITPABUIIHHO
c(opMHUpPOBAHHBIN MO3T, HE cTpajaet. [lanueHThl ¢ MEHUHTOMUETOIENE, PACIIONIOKEHHOM Ha YPOBHE
L2 u BbIIIIE, TOYTH BCET/IA BEIHYKICHBI UCITOJIb30BATh MHBAJIUIHYIO KOJISICKY.



Spina Bifida

Myelomeningocele
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Andnueganus — oTcyTCTBUE OOJIBIIIOTO MO3Ta, KOCTEH CBOJIA Uyepena U MITKHUX TKaHEH.
YacTo noBpexaercs u 3aHUI Mo3T. AHd HIIEeanus 00yciIoBIeHa HEAOPa3BUTHEM
MIEPETHETO OTJIeJIa HEPBHOW TPYOKH M CBSI3aHHBIX C HEW CTPYKTYp. [Ipu 3TOM y pedeHka
COXPAHAECTCS TOJILKO HEMIOJIHO PA3BUTHIM CPEIHUN MO3T U HUKEJICKAITUE YACTH HEPBHOU
CHUCTEMBI, a MOJIYIIAPUs U MOAKOPKOBBIE Y3JIbI IIPAKTUYECKU OTCYTCTBYIOT. TaKxke
OTCYTCTBYIOT JIOOHBIE, 3aThUIOYHBIC U TEMEHHbIC KOCTH. MOXKeT OOHapyKUBAThCSA
pacuieryieHue TBEPIoro HEOA UM HeCcpallleHUe B 00J1acTh BEpXHEH TyObl. BepxHsis yacTb
TOJIOBBI MOKPBITA COCYAUCTON MeMOpaHoil. ['unodus u pomOOBUIHAS IMKA B OCHOBHOM
coxpaHeHbl. K THITHYHBIM MPOSBICHUSAM OTHOCST BbIMyYEHHBIE I71a3a, OOJIBIION SI3bIK 1
KOPOTKYIO 1ero. /JlanHast maronorust Bctpeuaerca ¢ yactoror 1 Ha 1000. Yame ee
O0OHapY>KUBAIOT Y HOBOPOXKJICHHBIX JIEBOUCK. AHAIHIIe(aIrs MOXKET BOSHUKATh B
pe3ysbTare MOBPEKICHUS yKe CPOPMUPOBABIINXCS My3bIpeil TOIOBHOTO Mo3ra. MHorna
Ha OCHOBAHUM YEPEIA COXPAHAIOTCS OCTATKU MO3TOBOM TKaHHU. llepennssa uepennas asmka
O0OBIYHO YKOPOUYEHA, TYPEIIKOE CEI0 YIuioeHo. Kak mpaBuiio UMeeTCsl BhIpaKeHHAas
TUIIOIIIa3Us HAATIOYCUHUKOB U arjia3us Heliporunodusa. B yactu ciiyyaes
MIPEAIIONAracTCs ayTOCOMHO-PELIECCUBHOE HacneaoBanue. [lonynmanuonnas yacrora — 1:
1000. I1pu aTOoM y peOeHKa COXpaHIETCs TOIBKO HEMOJIHO Pa3BUTHIN CPEeAHUM MO3T U
HIDKEJIEKAIINE YACTU HEPBHOW CUCTEMBI, a MOJYIIAPHS U MOJKOPKOBBIE Y3JIbI
MPAKTUYECKH OTCYTCTBYIOT. [leTH, uMeroniye au3Hiepaiuio, yMUPAIOT B MIEPBLIE MECSIIbI
KU3HU. AHAHIIE(DAINIO B 3aBUCUMOCTH OT MOPAKCHUSI KOCTEH OCHOBaHUS Yyepena
pazneisitor Ha 3 rpynimbl: A) ['onoakpaHust — mopaxaeTcs 3aTblJIOUHAsI KOCTh C
U3MEHEHHUEM OTBEPCTHSL.

b) T'onoakpaHust ¢ paxucxus3om.
B) Mepoakpanusi — kpaHuaibHbIe 1€()EKThI HE 3aTParuBarOT OOJIHIIIOTO OTBEPCTHS.






* b201 Ken aBadeTCa pebeHKOM, KOTOPbIM MPOXMA
AOABLLIE APYTUX AETEM C TAKOM NATOAOTHMEMN,
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* JleueHue 3aKIIH0YAIIOCH TOJIBKO B MOAJICPKAHUU
KUBHEIECATECIbHOCTH C IIOMOIIIBIO anrapara
MCKYCCTBEHHOI'O JILIXAHUS, TOCKOJIBKY
MIEPUOINYECKHA KPU3BI IPUBOIUIIN K OCTAHOBKE
NBIXaHWUSA ¥ HEBO3MOXKHOCTH CAMOCTOSATEIIbLHO
IBIIIATh. DTUOJIOTHYECKOIO JICUCHUS JaHHbIM
ITIOPOK HE UMEET.



* Ilegpanouene (3H1eDanonene, KpaHUATLHOE WM OKITUIIUTATIBHOE MEHUHTOLIEIE,
paciieIieHue Yeperna, Y4epermHo-MO3roBasi Ipblka) - BBIOyXaHUE COAECPIKUMOTO
YEpEIHO KOPOOKHU uepe3 KOCTHBIN J1e(heKT. UepernHO-MO3roBbI€ IPhIKU
MPEJCTABIACT COOOM COUETAHHBIN MTOPOK PA3BUTHS MO3Ta U Yeperna B pe3ybTare
nedeKTa 3aKphITUS EPEHET0 KOHIIAa HEPBHOM TpyOKH. HacToTa 3TOro BUaa Irpblk
cocTaBiisieT npuMepHO oauH ciay4dai Ha 5000 HoBOpOXKI€HHBIX. OOBIYHO YEPEITHO-
MO3TOBBIE I'PBIKH JTOKAIU3YIOTCS 110 CPEAHEHN JTUHUN B 00JIACTH CMBIKAHUS
YepemHbIX IIIBOB, MOTYT UMETh pa3HbIe pa3Mepbl. KoskHbIE MOKPOBBI I'PHIKEBOTO
BBIMISTYUBAHUS OOBIYHO UMEIOT CUHIOIITHO-0arpOBBIN LIBET WX OBIThH
TUIIEPIUTMEHTUPOBAHHBIMU. KOYKHBIE TIOKPOBBI MOTYT U3BA3BIATHCSA, IPU 3TOM
OyzeT HaOJIoAaThCs JTUKBOPPES, U BEJIUKA OMACHOCTh BTOPUYHOTO
nHupoBanus. B 84 npolieHTax ciaydaeB 4epemHO-MO3TOBbIE IPhIKHU
JOKAIU3YIOTCS B HA30(PPOHTAIBLHOM 001aCTH U 00YCIOBJICHBI A€(PEKTOM
pelieTyaTon KocTu. TepMUHOM «KpaHHaIbHOE MEHUHTIOIIEIE» 0003HAYaI0T
BBIMISTYMBAHUE TOJBKO Yepe3 AePEeKT MEHUHICAIbHBIX 000104€eK. [Ipu HaxoxaAeHUN
B IPBI’)KEBOM MEIIKE TKAaHW MO3Ta IMIPUMEHSIOT TEPMHUH «QHIIE(DaIoIEeIIe.
Iedanonene Bcrpedaercs peako (1:2000 ;xuBOPOKIACHHBIX) U SBISCTCSA
KOMIIOHEHTOM MHOTHX T'€HETHUYECKUX (CHHIAPOMBI MeKKele, CpeIMHHOIO
pacIieIICHUs JI11la) 1 HET€HETUYECKUX (AMHUOTHYECKUE TIEPETSIKKHU ) CHHAPOMOB.
[{edaonene pa3BUBACTCS B pe3yJIbTaTe HE3AKPHITHS Ae(PEKTa HEPBHOM TPYOKH U

BQ3HHUKACT Ha 4-1 HEJIENIC Pa3BUTHSL. 4



» JledekT B yepene, yepe3 KOTOPHIA MOT'YT MPOoJI0OOMpPOBaTh 000JI0YKH
MO3ra U MO3roBasi TKaHb, 00pa3yeTcs B pe3yJbTaTe Hepa3AeIeHUs
IMOBEPXHOCTHOM BKTOJIEPMBI U MOJIEKANIEH HEUPOIKTOAEPMEL. [1pn
BBISBJIICHUM 1ieasionesnie clieayeT NpeajioKUTh )KEHIITUHE TTPpEephIBAaHUE
OEpEMEHHOCTH 10 MEIUIIMHCKUM MOKa3aHusAM. [Ipy ponoHTHpOBaHUM
OEpEMEHHOCTH TaKTHKA POJIOPA3PEIICHHUS 3aBUCUT OT Pa3MEpPOB U
COJEPAKUMOTO IpblKeBOro Memka. [Ipu Oonbimx pazmepax aedexra,
poIadMPOBAaHUM 3HAYMTEIBHOTO KOJIMYECTBA MO3TOBOM TKaHU, a TAKKE
IpU HAIMYMU MUKpolieaInu 1 rujiporedaini IporHo3 s )KU3HU 1
3JI0POBbA KpaitHe HeOMaronpusTHeIA. PasMepbl MO3TrOBBIX I'PBIK
BapbUPYIOTCA OT HEOONBIINUX 10 TUTAHTCKUX. HacToTa KoiaeoneTcs B
mupokux npeaenax — ot 1 Ha 4000 go 1 Ha 15000 HOBOPOXKICHHBIX .
JInarHo3 Mo3roBOM I'PhIKU HE TPYAECH, HO PACIIO3HABAHUE €€ OTAECIbHBIX
dbopm TpeOyeT MpOBEICHUS JIONOJHUTENBHBIX UCClIeI0BaHUuM. JIeueHue
TOJIBKO orneparuBHoOe. [TokazaHnuem JUIst orepamnuu CIIy>KUT HAJIMYHE
HEOONBIINX TPBDK. [IpH TSXKETBIX MO3TOBBIX I'PhIKaX ONepalus He
IIPOBOIAUTCS



B 3aBUCUMOCTH OT COAEPKAHUA TPHIKEBOIO MEIIIKa
PA3JINYALOT:

MEHUHIOLIEIIC;
SHIIE(haTOMEHUHIOLIEIIC;
SHIIE(hATOLMCTOIICIIE.



Calir epadyei AYYeR 0N AMATH OCTHEN
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LIepeI'IHO-MO3I'OB<’:]9| rPbi>Ka.

MaumeHT ¢ MHTEpNapUETanbHON YepenHo-
MO2roBoM rpeikei. Xopowo BuaeH aederT
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B6nnzan nambael. B aedekT BoIbYXaloT
MO3roebie 0BoNMoYKH.
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* Mukpoueganusn - KIMHUYECKUNA CUHIIPOM, JIJIsI KOTOPOTO XapaKTEPHbI
YMEHBIIIEHUE OKPYKHOCTH TOJIOBKM U YMCTBEHHAS! OTCTAJIOCTb.
Bcerpeuaercs ¢ wactorout 1 Ha 1360 HOBOPOXKAEHHBIX, IIPU COYETAHHBIX
aHoManusx 1, 6:1000 xuBopoxAeHHBIX. MuKpouedanus SBIseTCs
MOJIMATHOJIOTUYECKHUM 3a00JICBAHUEM, B PA3BUTHH KOTOPOTO BaXKHYIO
POJIb UTPAIOT FTEHETUYECKUE (XPOMOCOMHBIE adeppaliiii, MOHOTCHHBIE
ne(eKThl) U IKoJornueckue pakTophl. IIporHo3 3aBUCUT OT HAJIMYUS
COYETaHHBIX aHoMaauu. Tpucomuu o 13, 18 XxpoMmocomMe, CHHIpOME
Mekkenst OTHOCATCA K (paTallbHBIM nopakeHusiM. IIpeHaranbHoe
o0cie0BaHue TOKHO BKIIOYATh ONPEACIICHUE KApUOTHUIIA TUI0IA U
TIIATEJIBHOE YIBTPA3BYKOBOE HccienoBanue. [Ipu orcyrcreumn
COITYTCTBYIOIIUX AaHOMAJIMK MPOTHO3 3aBUCHUT OT Pa3MEPOB I'OJIOBKU: YEM
OHAa MEHBIIIE, TEM HIXXE WHJICKC UHTEIUICKTYaJIbHOTO Pa3BUTHA.
Muxkponedanrss OTHOCUTCS K HEU3JI€UYMMbIM 3a001eBanusM. Ha momro
MHUKpoIehaIruy OpuxoauTcs 10 20 MpoIeHTOB BCEX CIy4YacB
OJUTO(PpEeHUH.

* BeigensioT caeayrone Bubl MUKpoliehainy: HacIeICTBEHHAS
(UCTHHHASA);

* SMOpHONATHYCCKAS;

* CHUHJIpPOMOJIOTHY€ecKas (IMpu OOJILITUHCTBE XPOMOCOMHBIX adeppaiui u
IIPYU HEKOTOPBHIX OOMEHHBIX 3a00JICBAHUSX ).






Hopmanbueiin pasmep ronoent







[Tox ncTrHHONM MUKpoIehaTnel TOHUMAIOT HACIIeACTBEHHYIO (hOpMY, IIPH KOTOPOM 00a moja
MOPAKAIOTCS MPUMEPHO C OJJUHAKOBOM YacToTol. Mukporedanus nepenaercs o ayToCOMHO-
PELIECCUBHOMY M CLUEIUIEHHOMY C MOJIOM TUITY HAcJIeIOBaHUs. PElIeCCUBHBIN TUII HACIECIOBAHUS
MOATBEPKIAETCS TAKKE OOJIBIINM MNPOLIEHTOM KPOBHOPOJICTBEHHBIX OPaKOB: B CPEAHEM KPOBHOE
poacTBO oOHapyxuBaeTcs B 1/3 cnydaeB. PacripocTpaHeHHOCTh reHa HCTUHHOW MUKpoIiedainu, 1o
JaHHBIM Pa3HbIX aBTOPOB, Kojebnercs ot 1/160 go 1/230. B Bo3HUKHOBEHUM SMOPHOTIATHYECKOM
MUKpoILepaTuu UMEIOT 3HaYCHUE MHOTHE (PAKTOPHI: TaKue MH(PEKIINH, KaK TPUIII, TOKCOIJIa3MO3,
KpacHyxa; MHTOKCUKAIINH, MpodeccuoHaibHble BpeAHOCTH. [IprunHoi Mukporiedanii MOKXeT ObITh
TaKKe TUIOKCHS TUIOAa M HOBOPOXKIEHHOTO. ['0JT0BHOM MO3T TTpu MUKpolieanni yMEHbIIICH B
pasmepax. B Hopme oTHoIIEeHrEe Macchl Mo3ra K macce tena 1:33, a npu mukpouedanun — 1:100.
Bonwie Bcero crpagaet kopa O0JBIINX MOMyHIAPUH, KOTOpasi MpU MUKpoIedainu pa3BuTa
HEJI0OCTATOYHO. [[pyrue oTaenbl Mo3ra TakKe MOTyT UMETh HEMPaBUWIIbHOE cTpoeHrne. OCOOEHHO
OOJIBIITNE U3MEHEHUSI OTMEYAIOTCS B JIOOHBIX JOJISAX: OHU 3HAYUTEIHLHO MEHBIIIE HOPMbI, U3BUIIUHBI
MAJIOYMCIIEHHBI Y YIUIOMIEHBI. HacTO BCTpEUYArOTCSI TOPOKH MO30JUCTOrO Tena. Hapymarorcs
MPOTIOPIIMU KOPBI M CTBOJIOBBIX OT/IENIOB TOJI0BHOTO Mo3ra. CTBOJ MO3ra MUEITMHU3UPOBAH CJ1a0o,
KaK y HEJIOHOIICHHBIX feTel. Mukporiedanus 4acTo COMpPOBOXKIACTCA HEOPA3BUTHEM COCYAUCTON
CUCTEMBI, 0COOCHHO B OacceifHe cpeHel MO3roBoi aprepuu. B BemecTBe Mo3ra MoryT
HaONIIOaThCA METPUPUKATHI U YUACTKH KPOBOU3IUAHHUN. B HEKOTOPBIX Clydasix [uarHo3 MOXKHO
MOCTABUTh CPa3y MPHU POKICHUU WU B IEPBBIE MECSIBI )KU3HU PEOCHKA HA OCHOBAHUM TEHICHIINU
K 3aMEJIEHHOMY YBEJIMYCHUIO Pa3MEPOB TOJIOBBI U AUCTIPOTIOPLIMU MEKTY TEMIIAMU ITPUPOCTA
OKPY>KHOCTEH TOJIOBBI M TpyAu. Begymumu cumntoMmaMu MUKpoliepainu BISIOTCS JUCTPOIIOPIIAN
MEXAY MO3TOBOU U JIMIIEBOM YACTSIMHU YEPENa, & TAKIKE T'OJIOBOM U TYJIOBUILIEM.



XapaktepeH BUj 00JIbHOTO: — T0JIOBA Cy>K€HA KBEPXY; — HU3KHUH, MOKATHIN J100
C BBICTYNAIOIIUMM HAJIOPOBHBIMU IyTraMu; — JUIMHHBIE PECHUIIBI; — OOJIBIIINE,
HECUMMETPHUYHBIC, HU3KO PACOJIOKEHHBIC, OTTONBIPEHHBIC YIIIH; — OOJIbIIIHE,
penkue 3yObl; — BBICOKOE, y3Koe He00. POCT yeperna npoucxoauT B JJIMHY, U
BBICOTA €r0 Majo MEHSETCS B TeUCHHUE KU3HU. BakHOE MECTO B KIMHUYECKOM
KapTUHE MUKpoIe(]aTud 3aHUMAIOT CUMIITOMbI HHTEJIJICKTYaIbHOTO I€(DEKTAa,
JOCTUTAIOIIETO OOBIYHO 3HAYMTEIBHOM CTeNEHU (MANOTHS, UMOCHIMIIBHOCTD,
pexe 1eOMIbHOCTD). [Icnxuyueckoe HEOPa3BUTUE HOCUT TOTAIbHBIM,
nuddy3Hbii xapaktep. OTHOCUTENBHO JYYIIE COXPAHSIOTCS HENOCPEICTBEHHBIE
sMouMu. Mukponedanus MoKeT ObITh OTHUM UX CUMIITOMOB XPOMOCOMHBIX
abeppanuii — cuHpoMa JaBap/ca, [laray, 6one3nu JlayHa, cuHapoMa
«KOIIIaubero Kpuka». Hekoropeie 0051€3HHU, CBI3aHHBIE C CHHTE30M U OOMEHOM
AMHHOKHCJIOT, JTUIIHJIOB COIPOBOXK/IAIOTCS HApyIIEHUEM SMOPHOHAIBLHOIO
pPa3BUTHSA, CJICACTBUEM Yero siByisieTcs: Mukpouedanus. [Ipu Mmukpouedanuu
MPUMEHSIOT CUMITOMAaTHYECKYI0 MEIMKAMEHTO3HYIO TEPaIIIO; IITUPOKO
MCTOJIb3YIOTCS MpPEnaparbl HOOTPOIMHOTO psijia (NIyTaMUHOBAsI KUCJIOTA,
11epeOpOIM31H, aMUHAIOH, HOOTpOIWI/IupalieTam, 3H1edadon u np.). [Iporuos
3aBUCHUT OT (POpMBI MUKpOIe(haIui U CTEIIEHH YMCTBEHHOM oTcTanocTu. [1pu
MEJIMKOT€HETUYE€CKOM KOHCYJIBTHPOBAHWHY BHUMAHUE Bpadyeul JOJKHO ObITh
HaIlpaBJICHO Ha BBIABICHHUE T€TEPO3UTOTHOTO HOCUTEILCTBA. OIIeHUBasI PUCKH,
CJIEAYET UCXOJUTh M3 TUIIOTE3bl PELIECCUBHOTO HACJIECIOBAaHUSI MUKPOILIE(hAJINH.



Kpanuocmeno3— npexaeBpeMEHHOE 3aKPhITHE YEPETIHBIX [IBOB, BEAYIIEE K OTPAaHUYEHUIO 00beMa
yepena, ero 1egopMaliviy 1 MOBBIIICHUIO BHYTPUUYEPETHOTO aBiieHus. YacToTa KpaHMOCTEHO3a —
oauH cityyar Ha 2 000 HOBOpOXKAEHHBIX, IPU ITOM Y MAJIBYMKOB OH BCTPEUYAETCS B JIBA pa3a yalle, YeM
y IeBoYeK. B pa3BUTHM KpaHHOCTEHO3a 3HAYCHUE UMEIOT OOMEHHBIE HAPYILICHHUS, BBI3bIBAIOIIINE
YCKOPEHHBI OCTEOCUHTE3 B KOCTAX Yeperna, HapylIeHUsI BACKYJISIPU3ALIMU KOCTEH 1 000JI0YEK B
pe3ysabrare BOCHaJeHUs, PEHTTEHOBCKOTO 00IyUY€eHUs IJ10/a B IEPBOU MTOJIOBUHE OEPEMEHHOCTH.
[IpexxaeBpeMEHHOE 3aKPBITHE KOPOHAPHOIO IIBa OTPAHUYHMBAET POCT YEPENA B IEPEAHEZATHEM
HaIpPaBJICHUU. 3aKPBITUE CAITUTAIILHOTO 111BA BJICYET 3a COOOM YMEHBIIEHUE MONEPEYHOT0 pa3mMepa
yeperna, YIJIOIEHUE TEMEHHBIX KocTel. MI30BITOUHBIN POCT KOCTEN B 00JIaCTH MOMEPEUYHBIX IIIBOB
MPUBOJUT K YBEJIMUECHUIO MTPOJIOJIBHOTO uaMeTpa uepena. OcTpokoHeuHast popMa uepena
dbopmupyeTcs B pe3yibTare NpexaeBPEMEHHOI0 3aKphITHS BceX IBOB. HeBponornueckas
CUMIITOMAaTHKa IIPU KPAHUOCTEHO3€ 00YCIOBIEHA MOBBIIICHUEM BHYTPUUEPETHOTO AABICHUS U
HapyIlIEHUEM BEHO3HOTO OTTOKA U3 MOJOCTH yepena. [1o cTeneHn KIMHUYEeCKOTO MPOSIBJICHUS BBIAEISIOT
KOMIIEHCUPOBAHHBIA U JEKOMIIEHCUPOBAHHBIM KPAaHUOCTEHO3. [1ouTh OCTOAHHO OTMEYaeTcs
JBYCTOPOHHUM AK30(TaIbM, IPU3HAKU TOPAKEHUS TJ1a30/IBUTATEIIbHBIX HEPBOB, MOTYT BO3HUKATh
reHEPAIN30BaHHbIE CyNOPOXKHBIE MTpUMaaki. Ha rnma3HoM HE BBIpaKEHHBIE SIBIICHHS 3aCTOsL, HHOTAA —
KapTUHA BTOPUYHON aTpouu 3pUTEIHLHOTO HEpBA. B OONBIIMHCTBE CIy4yaeB UMEETCS KOHIIEHTPUUECKOE
Cy>KEHHe ToJiei 3peHus Ha Bce 1BeTa. JlaBnenue aukBopa npesbimaeT 400-500 mMm BoaHoro cronba. Ha
KpaHHOrpamMMe YepernHbIe BBl He TU(PepeHIUPYIOTCS, KOCTH CBO/IA Yeperna 3HAaYUTEIbHO UCTOHUECHBI,
BBIPa)XCHBI MMAJIbLIEBBIC BAABJICHUS, BHYTPEHHSSI IOBEPXHOCTh CBOJIA Yepena NpuoOpeTaeT rpyobiid
MATHUCTBIA PUCYHOK, TIEPEIHSIS M CPEIIHSS UepPEIHbIE IMKHU Je(DOPMUPOBAHBl — YKOPOUYEHBI U
yryOsensl. Jlnarao3 ycraHaBIMBaeTCsl HA OCHOBAHUU XapaKTEPHBIX U3MEHEHUN Yepena; ero
NOJATBEPKAAIOT PE3YJIBTAThI PEHTTEHOJIOrHYECKOTO UCCIIEN0BAHNS M OCMOTPA [Ia3HOTO JIHA.
Kpannocrenos auddepeHuupyor oT MUKpouedainu, npyu KOTOPOil YeperHble NIBbI COXPAaHEHBI, HET
MIPU3HAKOB 3HAYUTEIBHOTO MMOBBIIICHUSI BHYTPUUEPETHOTO JABICHUS. B cTagun nekomIieHcanuu
CJIEAYET MCKIIIOUaTh OOLEMHBIN IIPOLIECC TOJOBHOTO MO3ra. JIeueHne Xupypru4eckoe, HalpaBIeHo Ha
yBeJInYeHUuEe 00beMa MOJIOCTH Yepera.



D opMbI KPAHHOCUHOCTO3a 3aBUCAT OT
xapakrepa agepopMalum yepena

ckagoyepanusi — paHHEE CpalllCHUE CaruTTaIbHOIO I11Ba,
XapaKTepHU3yIollIeecs YBEINYCHUEM Yeperna B IepeaHe-3aJHeM
avaMeTpe, a rojoBa CyKaeTcs;

opaxuyeganuss — paHHEE CpalllcHUe BEHEYHOTO U
1aMOJOBHUAHOIO IIIBOB, XapaKTEPU3YIOIIEECs YBEINUCHUEM
yepena B IIONEPEYHOM JUaMETPE;

mpucoHoyeganus — paHHee cpallleHue METOIIMYECKHUX IIIBOB,
XapaKTepHU3yIolIeecss TPEYTOJAbHBIM BBIISIUMBAHUEM Yepelia B
oOyactu 10a
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METONUYECKMH LWOB
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CRANIOSTENOSES

DDx: Syndromic and Universal Stenoses

Kleebattschadel Acquired After HIE Severe Atrophy Severe Microcephaly

DIAGNOSTIC IMAGING
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