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AKTYaAbHOCTDb

* Manbpopmauua ApHoAbpa-Kuap
ABAAETCA TAXKEABIM MOPOKOM
pa3BUTUA LEHTPaAbHOWU HEPBHOMU
cuctembl (LHC) 1 npeacTaBAaaeT
cob01 BPOXAEHHYIO MATOAOIMMUIO
pa3BUTUA pPOoMOOBUAHOIO MO3ra,
YTO NMPOABASIETCH B BUAE 3
HECOOTBETCTBUA pa3MepoB 3aAHEW
yepenHou AMKA U MOS3roBblX
CTPYKTYP, HAXOASILLIUXCS B 3TOU
obAacTu.




AKTYaAbHOCTbDb

 BnepBble AaHHaA naTtoAorus HbiAa onucaHa

KAaenaHAOM, OAHaKo, ero pabora He NoAyuyMAa HapAeXalLLlero
NMPU3HaHUA.

» NokTOp KAEAaHA YCTAHOBUA MPU NPOBEAEHUU BCKPbLITUA Y 9 yMepLIUX
HOBOPOXAEHHbIX YAMAMHEHWUE CTBOAA U OMYLLLEEHWE MUHAAAUH MO3)XEUKa B
60AbLLOE 3aTbIAOYHOE OTBEPCTUE.

* YacTotra AaHHOM aHOMaAUU cocTaBAAET oT 3,3 A0 8,2 HabAIOAEHUN Ha
100000 HaceAeHuUsl, @ Y HOBOPOXAEHHbIX-1 Ha 4-6 TbiCcAu.



[aHC ¢OH Kunapwu FOAnyc APHOAbA

B 1891 roay aBCTpMUCKUM naToAor [aHC $oH Kuapu nopapobHO onucan
AAQHHYO aHOMAAUIO C BbIAEAEHUEM €€ Pa3AUYHbIX TUNOB, a B 1894 roay
HeMeuKkun natonor KOAmyc ApHOAbA onybAMKOBaAA COOBLLLEHNE O AAHHOM
aHOMaAuK BTOPOro TMNa U MUEAOAUCNAA3UMN.

B 1907 roay aoktopamu LLIBanbbe v lpeaurom (yueHnkamm HO. ApHOAbAQ),
ObIAO OnNUcaHo 4 caydyass MEHUHTOMUEAOLEANE N UBMEHEHUW B CTBOAE MO3ra U
MO3)XeuKe C BBEAEeHUeM TepMWHa «Manbdopmauna ApHoAbpa-Knapu» no
OTHOLWIEHWID K aHOMaAuK BTOPOro TUna.



Manbdopmauua Kuapu cocTouT U3 4
TUNOB aHOMAaAUM 3aAHero mo3ra

»Cpean NPeACTAaBAEHHbIX TUMNOB MaAbdopMaLmnm APHOAbAA-
Kuapun Hanbonee pacnpoCcTpaHEHHbIMW ABASKOTCA MNEPBbIN
M BTOPOW TUMNbl, a Manbdopmaumu lll n IV TMnoB 0bObIYHO
HECOBMECTUMbI C XXU3HbIO.

| TUN - cmelleHre MUHAGAMH MO3XEUka B MO3BOHOUHbIN
KaHaA HWXe YPOBHSA OOAbLLOIO 3aTbINOYHOIO OTBEPCTUSA C
OTCYTCTBMEM CMMHHO-MO3rOBOU TPbIXMU,

-15-20% nauymMeHToB 3TOT TUM COYETaEeTcs C
tMapouedarnen,

-50% 60AbHbIX- C CUPUHTOMUENUNEWN;




Il TN MaAnbdopmauuu ApHoAbAa-Kuapu

* |l TN - KayAaAbHAA AUCAOKALIMA HUXHUX OTAEAOB YepBA
MO3XeuKa, NPoAOAroBaTtoro modra U IV Xeayaouka,
XapaKTePHbIM MPU3HAKOM AAHHOIO TUMa ABAAETCH
coyetaHue ¢ MeHUHromuenoLene B NOACHUYHOM
OTAEAE, OTMEeYaeTcAa nporpeccupyrollas ruapouedanus,

4aCToO - CTEHO3 BOAONMPOBOAA MO3ra,




11l u IV TN maAnbdopmauuu ApHoAabAa-Kuapu

 [Il TMN - rpyboe cmelLeHmne 3apHEro Mo3ra B MO3BOHOUH bV
KaHaA C BbICOKMM LEPBUKAAbHbIM UAW CYOOKLMMNUTAAbHbIM
9HUedPaNOMEHUHIOLUEAE, BblPaXeHHbIM TUMNEePTEH3UBHO-
rmapouedanbHbIM CUHAPOMOM.

ABnseTca Hanbonee Taxxenon popmon. Betpeuaetcs peako.

IV TMn - rMnonaAa3mMa mMo3xeuka 6e3 cMmelleHUA ero BHU3 C

9KTOMMEN NPOAOATOBATOr0 MO3ra.
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Manbpopmauua Kuapu I T

- 3TO NepBuUYyHaa 3KToNMNnAa Mo3xXeuka, 1.€. aHoOMaAud Mmo3ra, npu
KOTOpOﬁ UMEETCA TOAbKO KayAdAbHOE CMELLEHUE MO3)XXEYUKaA C
BKAMUHEHUEM MUHAQAUH HUXE OOALLLOrO 3aTbIAOYHOIO OTBEPCTUA.

™ A (C CAPUHTOMUEAUEN)
™n B (63 CUpUHTOMHUEAUN)
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| TMN MaAbpopMauuuUM ApHOAbAA-KMa
NPOABAAETCA :

CAEAYHOLUMU
CMHAPOMaMMU

r’MnepTeH3NnOHHO- Bereto-

MO3)XEUYKOBbIM, NUPaMUAHBIM, 6yAbOapPHbIM, FMADOLIS®EABHBIM CYAOPOXHbIM, COCYAMCTHIM




v

Il TMN MaAbdOpMaLUU
ApHoabaa-Kuapu
NPOABAAETCA:

* -TMNepTEH3UOHHO-TUAPOLIEPAABHDI

* -OyAbOapPHbIM,

* -CYAOPOXHbIM CUHAPOMaAMHU B COYETAHUU

C CUMMNTOMaMM CrUHaAAbHOIo Au3padusma.



KAMHHMYeCcKHe NPpoABA€HUA MaAbdOpMaLIUHK
ApHoAbAa-Kuapu :

v'1 TMnNa - CUMMTOMbI NMPOABAAIOTCA MO3AHEE, yalle
BCEro B HOHOLLUECKOM BO3pacTe.

v'2 TMNa - naToAOrMYeckasa CUMMNTOMaTUKa HocUT Bonee
TAXKEABIN XapaKTep U HaYMHAET NPOABAATLCA YXe Y
HOBOPOXAEHHbIX U B paHHEM AETCKOM BO3pacTe,
KOTOpPble CBA3aHbl C AUCPYHKLMEN CTBOAA MO3ra U
HUXHMX YePENnHO-MO3roBbIX AAEP:B BUAE HUCTArMa,
anHo3, CTPUAOpPa, Napesa roAOCOBbIX CBA3OK,

AMCHarumM c peryprutauyen, HapylleHuem ToHyca B
KOHEYHOCTSIX.




KAMHMUYeCKaA KapTHHa

-
1.CuHAPOM cAaBAEHUSA B 60AbLLIOM 3aTbIAOYHOM OTBEepPCTUMN.

* aTakcuq,
* KOPTUKO-CMMHAAbHbIE N YYBCTBUTEAbHbIE HAPYLUEHWS,

* napaAmy HMXHUX YMH,
e BblpaXXeHHasa roA0BHasA 60Ab; J

p
2.CUHAPOM LIEHTPaAbHOIo nopaxxeHns CriIMHHOro Mo3ra:
* AUCCOLIMMPOBAHHbIE YUYyBCTBUTEAbHbIE PACcCTpPoOMCTBa (notepsa BoreBoun U
TemMnepaTypHOn YyBCTBUTEAbHOCTU NPU COXPAHEHHOW MOBEPXHOCTHON U TAYDOKOM),

* MPU3HAKM NOPaXEHUS AAMHHbIX MPOBOASLLMX NYTEN (CUPUHTOMUEAUTUHECKUIA
. CMHAPOM)

3.Mo3xeuKoBbIi CUHAPOM:

* aTakcuA TYAOBULLLA U KOHEUYHOCTEMN,
* HUCTarM,
* AU3APTPUSA




CpaBHUTeAbHaA XapaKTrepucTuKa 1 m 2

TMUNnoB Kuapu

Kuapu-1

Peako
MuWHAQAUHBI MO3XeuKa
Peako
NHorpaa

OtcytcTBYET

HopmaAbHoe
FOHOLEeCcTBO-B3pocAbIn

Boab B wee, ronoBHas 60Ab B
3aTbIAOYHOM 0bAACTH,
O6yAbbapHbIE MPOABAEHUSA

Kuapu-2

NmeeTca

HWXHMI yepBb, MPOAOATOBATLIN
MO3T, 4-1 XeAyAOUEK

YacTto nmeetca

YacTto nmeetca

Nmeetca B 50% cayyaeB
OObIYHO B TOAOBHOM
HanpaBAEHUMU

MaAapEHUECTBO

[MporpeccupyroLiasn
rmapouedanms, HapyLLeHUN
AbIXxaHus, ByabOapPHbIN CUHAPOM
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AUarHocTuka s
 [peHaTaAbHas AMarHocTMka MaAbpopmauuu ApHoAbAR-Kuapu

onucaHa ¢ 18-20 HepeAu 6epeMEHHOCTU C MOMOLLIbIO

YAbTPaA3BYKOBOIo UCCAEAOBaAHUA TAOAQ.

HeobxoAUMbIM ABASIETCA NMPOBEAEHUE OLIEHKU aHaTOMWU
CTPYKTYP, PacrnoAOXEHHbIX B 3aAHEN YEPENMHOU AMKE, a TaK Xe

npoBeAeHUe OLEHKU Ha HaAuuue pedpeKkra No3BOHOYHUKA.



C ueAbto MoBbILLIEHUSA
MHOOPMATUBHOCTU YABTPA3BYKOBOIO
METOAa UCCAEAOBAHUSA, HEOBXOAUMO
MCMNOAb30BAHWE HE TOAbKO
FOPU30HTAAbHOW, HO U APYIUX
NAOCKOCTEN CKAHMPOBaHUSA

GPOHTAABHOW W CarnTTaAbHOM.

MPT-auarHocTtuka:

-BKNMHEHNE MUHAAANH MO3XEUKa HNXE

HOAbLLOro 3aTbIAOYHOIO OTBEPCTUSA Ha 5

MM 1 6onee;
-cupuHromuenuns (B 20-30% cayvaes);

-BEHTPAAbHAA KOMIMNPECCHNA CTBOAAG MO3la
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OCHOBHOM METOA AEYEHUSA -XUPTUUYECKUN.

Llenb: -pekomnpeccus Byabbo-MeAYAAIPHOIO OTAEAA MO3ra C BOCCTAHOBAEHUEM
AMKBOPOAMHAMUKHU. [pn Hannumm spina bifida BO3HMKAeT HEOBXOAMMOCTb BbIMOAHEHWSA
onepaTtMBHOIoO BMeLLATEAbLCTBA B NepBble AHU XU3HU, MOCAEAYHOLLAA
cyboKUMMUTAAbHAA AEKOMMPECCUA MOXET MPUBECTU K 3HAYUTEAbHOMY YAYULLEHWUIO.

Bceraa yuntbiBatoTCs cAepytolmMe $akTopbl:
-HAaAUYME WAM OTCYTCTBUE rMapoLedanmni,

-HaAMYMEe MAU OTCYTCTBUE aHOMaAUMU KOCTEW yepena U YMEeHbLIEHWE PasMepoB 3aAHEN
YepernHon SIMKM,

-HanAnymne CHUpUHIroMmMeAnn AU CMpI/IHFO6yAb6I/II/I, COCTOAHME TPbPKEBOIO MELUKA.

ACUMNTOMATUYHbIX NaLMEHTOB HEOOXOAMMO HabAKAATbL AO MOABAEHUSA CUMMNTOMOB
3aboneBaHuUA.



KAMHUYECKHUH CAyuaH

[MauneHtka C. (12 AeT), NocTynuaa Ha
obcAepOBaAHUE U AEUEHME B OTAEAEHME AETCKOM
KapAMOAOTUK U Kapanoxmnpyprim MHBX ¢ xanobamu
Ha:

nepnoaAnvyeCKNeE rOAOBOKPYXEHHUA

YyacTble rOAOBHble 60AM 1 BoAM B 0BAaCTU cepaLia, C
Mppasnaumen B AEBYHO PYKY M NOA AOMNATKY

OHEMeEHHUE A3blKa
OTCYTCTBME anneTuta, TOLHOTY, PBOTY
cyOPpeObPUAUTET B TEUEHUE MOCAEAHUX 2-X NET



AHaMHe3 XXM3HHU

* Poaunachk ot 1-1 6epeMeHHOCTH, KOTOpas NMPOTEKANA C Yrpo30M npepbiBaHusa B 8-9
HeAEAb, Ha GOHE XPOHUUYECKOIro TOKCOMNAa3mMo3a, oT 1-X HOpMaAbHbIX POAOB B CPOK, C
maccoun tena 3000r.

* OueHka no wkane Anrap 9 6annoB.

* B paHHem HeoHaTaAbHOM NMepuoAe Ha doHe BecrnoKoncTBa OTMEYAAOCh CHUXEHUE
pedpAEeKCOB NeproAa HOBOPOXAEHHOCTH.

B 7 mecAaueB nocraBAE€H AMarHos pOTaLLMOHHbIVI NOABbBIBUX B LUEUHOM OTAEAE
MO3BOHOYHWNKaA.

4 ropa nepeHecna YUMT 6e3 notepu co3HaHMA. AaHHble 06CAEAOBAHUA:

Ha Ro rpamme Kocten cBOAa Yepena Hap Hapy)XHOM 3aMblKaTEAbHOW MAACTUHKOM
NOBHOM KOCTU B 0OAACTU BEHEUHOIO LLBA — MATKOTKAHHOE 3aTEMHEHWE NaAbLEBUAHOM
dopMbi 6€3 UBMEHEHUSA KOCTHOM CTPYKTYpPbI. [TpeaBapUTEAbHbIN A-3: OPraHM30BaBLUAACSH
remaroma AobHoM obAaCTH.

e J3F: NPUBHAKU AMKBOPHOM rMNEPTEH3UMN OTCYTCTBOBAAN,



Ro weiHOro otaeAna no3BOHOYHUKA uepes 2 roaa:

* HectabuAbHOCTb, CTYNEHEO0OPAa3HbIKN U3rMD KNepean NeEPEAHEN CTEHKM
CMHHOMO3roBoro kaHana C4-Cb, Cb5-C6, aHomMaAusa pa3BUTHA —
komnpecueHuua ayr C2-C3, HepaBHOMEPHOE CyXeHune

MEXMNO3BOHOYHOro paccroaHusa C4-Cb.

* Habatopanacb HEBPOAOTOM, MOAYYAAA TEPANUIO HOOTPOMHbIMU
npenapatamMmu U apanToreHaMu ¢ BPEMEHHbIM MOAOXUTEAbHbIM

apdekTom.




B 9 AeT B CBA3U C YCUAEHHUEM XXaA00 BnepBble
rocnutaAM3vpoBaHa B HEeBPOAOrHUYeCKoe OTAeAeHUe
ropoACKOM AeTCKOMU 60AbHMLbI:

* 3XO-3HLUepanockonms: M-curHan He CMELLEH,

OAHOMUKOBbLIW, NyAbcAUUA YMepeHHas, LU xeayaouek -4,5
MM.

* Ha 33r : BbipaxxeHa CUMHXPOHU3LUA KOPKOBOW aKTUBHOCTH
B 3aTbIAOYHbIX OTBEAEHMAX, DOAbLLE CAEBA.

e YAl cocypnOB rOAOBHOIO MO3ra — 63 OKKAKO3UOHHO-
CTEHOTUYEC-KOrO NMopaxKeHus, ¢ He3HaYUTEAbHbIM
YCKOPEHUEM KPOBOTOKa MO BHYTPEHHEW COHHOW apTEPUMN,
nepepAHen MO3roBou aptepmun, AeBo NO3BOHOYHOM
apTepUn -AUCTOHUYECKKU TUN. [TPU3HAKOB HapyLLEHUS
BEHO3HOIO OTTOKa HE BbIABAEHO.




Pabouuu AMarHo3s nocae o6carepoBaHUA:

* HeBpo3onopobHoe cocToAHME B pOpMeE rTMNEPKUHETUUYECKOTO CUHAPOMA C
CUHAPOMOM COCYAUCTO-AMKBOPHOW AMCLUMPKYAALMU HA cOMaTUUec-koM doHe,

HecTabuabHOCTb aAnckoB C4-C5, C5-C6. AncnaacTMyeckasa KapavonaTtums.

* HasHauveHa Tepanusa: raMgycen, HacTonKka 3AeYTEPOKOKKA, HOODEH,

dn3rMoTEPNABTUUEKOE NEUYEHME.

CA€ CaMOCTOATEAbHOM OTMEHbI Teparnmu U B CBA3M C YXYALLEHUEM
aMouyBCTBUSA, CBA3AHHOIO C YaCTbIMM MapoOKCU3MaMmM Taxmkapaum ( A0 3-X
pas B HEAEAIO), COMPOBOXAAIOLLMECH CAabOCTbIO, FOAOBOKPYXXEHUEM, TOLLIHOTOM

rocnutasnsupoBaHa B MHBX.



BboinonHeHa MPT ronoBHOro mo3ra:

* -[lpn3Hakn ApHoabpa-Kruapu 1tmna : -nporabmpoBaHUE MUHAAAMKOB MO3XEUKa
HUXe AMHUKU Mak-Pes Ha 7 MMm; BepxyLlKa 3yba Ha 1 MM Bbile AMHUKM YembepaeHa:
KpaHuoBepTebpanbHbin yron coctaBua 140 * ( npu Hopme oT 130 po 140).

* - pasAMYHbIM AMAMETP NO3BOHOYHOM apTepUU B cermenTte v4 (s>d).

» AnarHos:

BpoxxaeHHass aHOMaAUsA CTPOEHUA TOAOBHOIO Mo3ra —aHomMmanus ApHoabaa-Krnapu 1
nna. CUHAPOM HeaAndbepeHUMPOBAHHON AUCTIAG3UU COEAMHUTEABHOW TKaHM (
CTabMABHOCTb LLEMHOIO OTAEAA NO3BOHOYHMKA, NMPOAANC MUTPAAbHOIO KAanaHa ¢
HEeAOCTaTOYHOCTbIO 1 cTeneHu, abbepaHTHaa XopAa B AE€BOM XEAYAOUKE, TMMONAA3USA
NpaBoOM NO3BOHOYHOW apTEPUN).

. [locae NpoBEeAEHHON KOMMAEKCHOM Tepanmnn ¢ IAEMEHTaMM rncuxotTepanum
CaMOUYyBCTBME YAYYLLIMAOCD.



Uepes 2 ropa AnA 06cArep0BaHUA U A€YCHMUA
rocnuitaAMaMpoBaHa B O6AacTHyIO
TPaBMaTOAOIrM4YeCcKylo 60AbHULY r.AOHeLuKa.

* [MoAyyana KOHCEPBATUBHYIO MEAMKAMEHTO3HYIO Tepanumio 1
duM3noTEPANBTUUECKOE AeUeHKe. BbinncaHa ¢ pekoMeHAaLMsAMU Mo
COOAIOAEHUIO OPTONEANUYECKOTO PEXUMA.

. [locAe OTMEHbI KOHCEPBATUBHOW Teparnuu camModyBCTBUE
YXYALLIAAOCb, HapacTaAu ABAEHUA aCTEHUU U BEretaTMBHOIO PaccTPOMCTBa,
B CBA3M C YeM 6oAbHasA BHOBb rocnutaAnManpoBaHa B MHBX.

. CocTosiHME cpepHEN TAXKECTU HA GOHE BblpaXXeHHOU aCTeEHUH (
AednunT macceol Tena (MMT 14,3)) ¢ HapacTaloWmMMn ABAEHUAMUA
AVUCTIAG3UN COEAMHUTEABHOW TKAHWU, UYTO MPOSIBASIAOCb CUHAPOMOM BErETO-
COCYAUCTOU AUCTOHUU, MOATBEPKAEHHbBIE KAMHUKO-ANArHOCTUYECKUMMU
AaHHbIMK (OXO KT, SKI, XM), AaHHbIMU AaBOPaTOPHO-UHCTPYMEHTAABHOTO
obcnepoBanHus ( IIANYIANL OIAC v aAp.).




AUarHos

XpoHnuyeckas Beptebpo-b6asmnrsapHas HEAOCTAaTOHHOCTb. CUHAPOM APHOAbAA-
Kuapu. CUHAPOM HeAUMPHEPEHLMPOBAHHON AUCTIAG3UN COEAMHUTEABHOM TKaHMU (
HeCTabUAbHOCTb LLUEMHOIO OTAEAA MO3BOHOYHMKA, MPOAArc MUTPAAbHOIO KaarnaHa C
HeapocTaToyHOCThHO 1 cTeneHn, abbepaHTHas Xxopaa B AEBOM XEAYAOUYKE, TMNonAa3us
rpaBour MO3BOHOYHOM apTeEPHU, CKOAb3SILLLAS AMadpar-MarbHas rpbika).

» Corn.: KatapaAbHbi 330¢parut. XpOHUYECKUU raCTPOAYOAEHUT C NMOHUXEHHOM
KMCAOTOOBpAa3yroLLLen GYHKLMEN, aCCOLMMPOBaHHbIN C H.pilori, B cTaanmn 060CTPEHMUS.
Bereto-cocyauctasi AMCTOHMSI 1O TMIOTOHUYECKOMY TUMy. HepBHasi aHOPEKCHS.

[TocAe NOAYYEHHOTO AEYEHUS COCTOSTHUE CTAaBUANM3UPOBANOCH U CaMOYyBCTBUE
pebeHKa HECKOAbKO YAYYLLNAOCH.

BbinncaHa noa HabAOAEHWE HEBPOAOTa, HEMPOXMPYPra, KapAMOAOra U
neAmaTpa; ¢ KypcaMmu MeAnKaMeHTO3HOU, PUINOTEPANEBTUUYECKON U
NCUXOTEPANEBTUYECKON TEpPAnnU; U KOHTPoAeM MPT roAOBHOMo Mo3ra B AMHaMUKE.



K 0co06eHHOCTAM AAHHOro CAyyasi OTHOCATCH:

> [103AHAA AMArHOCTUKA COYETAHHOW BPOXAEHHOM MATOAOTMU LEHTPAAbHOM
HEPBHOW CUCTEMbI B BUAE MaAbdopmMaumu ApHoAbpa-Kuapu 1 tmna npu
OTCYTCTBUM IBHOW HEBPOAOTMUYECKOWU CUMMTOMATUKU U MUHUMAAbHbIX
nposBAeHnn BBH, npu HeCTabUABHOCTU LLEMHOIO OTAEAA MO3BOHOUYHMKA U
KPaTKOBPEMEHHOIO YAYULLEHUA KAMHUYECKUX NPOABAEHMW Ha POHE

MEANKAMEHTO3HOIO AEUYEHUA.

CouetaHne AaHHOM NaToAOrMM C CUHAPOMOM HepAndbPepeHLMPOBaAHHON

MCNAA3NUU COEAMHUTEABHOW TKaHW.

» N\aHHbIN CAyYar NoAYEPKMBAET MHOOPMATUBHOCTb BbIMOAHEHUS MAarHMUTHO-
PE30HAHCHOM TOMOrpaduM C LEAbHO YTOYHEHUS AMArHO3a MOPOKOB

pa3Butua LIHC , B yactHocT manbdopmaumnm ApHonbaa-Knapm 1 tuna.
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