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KnunHuyeckaa ceMmoTvka U guarHocTuka
CUHAPOMOB HapyLUeHUs! paHHero
HeMpooHTOreHe3a — fepeKToB CMbIKaHUA
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MpepncTaBneHbl pe3ynsTatbl KOMNIEKCHOro o6¢cnefoBannsa 45 geter ¢ BpPOXXAEHHbIMU NMOPOKaMN HEPBHOM CUCTEMbI (aH3HLIe-
chanus, areHe3ns MO30NNCTOroO Tena, YepenHo-Mo3roBble rpbhku, Mansdopmaumn ApHonbaa-Kvapu n fenamn-Yokepa), Bo3-
HUKaIOLLMMM Ha dTane paHHero HepooHToreHesa. MpeacTaBneHa KIMHUYECKas CeMUOTMKA 3TUX CUHOPOMOB, ee Koppenauus
CO CTPYKTYPHbIMU U3MEHEHUSI FONIOBHOrO MO3ra, NoMMMopdnaM KIMHUYECKMX MPOSIBNEHWNI 1 UX BedyLumMe Npu3Haku nocne

POXAEHWS.
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manbgopmauyms Kuapu, manbgopmauyms [eHam-Yokepa, KOMrboTepHas ToMorpagus,
MarHUTHO-pe30HaHCHas TOMorpagusi, HOBOPOXAEHHbIE

Clinical semiotics and diagnosis of syndromes
of impaired early neuroontogenesis —
defects of the closure of the upper neural tube

N.N.Volodin, M.l.Medvedev, A.V.Gorbunov

Russian State Medical University, Moscow

The article presents the results of a complex examination of 45 children with congenital abnormalities of the nervous system

(anencephaly, agenesis of the corpus callosum, encephalocele, Arnold-Chiari and Dandy-Walker malformations) arising at the

early stage of neuroontogenesis. Clinical semiotics of these syndromes, its correlation with structural changes of the brain, poly-

morphism of clinical manifestations and their leading signs after birth are presented.

Key words: early neuroontogenesis, anencephaly, agenesis of corpus callosum, encephalocele, Chiari malformation,
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POXOEHHbIE MOPOKM Pa3BUTUS LEHTPasibHOW HEPBHOM
cuctemsbl (LIHC) y HoBopoxAeHHbIX BCTpevatoTea B 1-5%
(Mo maHHbIM pas3nNnYHbIX UCCNEAOBaHWI); B TO Xe BPeEMS UX JO-
N B CTPYKTYPE NepuHaTasnbHOM U MiiafgeH4YeCcKon CMEPTHOCTU B
HacTosiLee Bpems cocTtaBnset okono 30% [1-3]. Mopokn LIHC
BcTpe4atoTes ¢ 4actotor 1 Ha 100 HOBOPOXKAEHHbIX, OHAKO WUC-
TMHHOE KONMYEeCTBO WX, CBA3AHHOE C JedeKkTamu pasBUTUA
HepBHOWM TPYOGKK, HeM3BecCTHO [1, 4, 5].
PasnuyaloT cnepytoLlme atanbl pa3BUTUSE HEPBHOW CUCTEMbI:
® paHHWIA HEMPOOHTOreHe3 (nepBbie 3 MEC BHYTPUYTPOOHOrO
pasBuTnS);
* NO3[HWIN HEMPOOHTOreHes (c 3 mMec).
3akaH4MBaeTcs 3TOT MPOLECC MpakTUYeckKu B Nyb6epTaTHOM
Bo3pacTte [2—4, 6].
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HapyLueHns paHHero HeipooHToreHesa NpPosBATCSA rpyobl-
MW CTPYKTYpHbIMU n3MeHeHusmn LIHC, Tak HasbiBaembiMU
«60MbLLUMMKN» aHOManuamMu ee passutus [1, 2, 7]. B aToT nepuog
NPOVCXOONT [eNneHne 3apofbILLeBOro fMCTKa 3KTOAepMbl Ha
COBCTBEHHO 3KTO- U HENMpofepMy; NocrefHss, B CBOI o4Yepenp,
OOPMUPYET HEPBHYIO NACTUHKY U HEPBHYIO TPYOKY, N3 BEPXHUX
OT[ENOB KOTOPOW 06pasytoTcs rONIOBHOM MO3I, €ro CTBOS U Xe-
NYAOoYKN. OTK npoueccbl 06yCNOBNEHbl FEHETUHECKOM Nporpam-
MoOW pas3eutus [2, 5, 7].

BmecTe ¢ Tem, 3TOT aTan HeMpPOOHTOreHe3a MOryT HapyLUUTb
TepaTtoreHHble akTopbl, MPUBOAA K BOSHUKHOBEHMUIO TSXKESbIX
nopokos pa3sutusa LIHC: gedektaM cMblkaHns HepBHOWM TPyOKM
W OPYrMM HapyLleHnsM OOpMUPOBAHUSA OCHOBHbLIX CTPYKTYp ro-
nosHoro mo3ra (1, 3, 5, 7, 8].

BonbLlumHcTBO Nopokos LIHC, passmBLUMXCA Ha 3Tane paHHe-
ro HeMpOOHTOreHes3a, MOXHO AMarHoCTMpoBaTh elle Ha aTarne
BHYTPUYTPOOGHOIO Pas3BUTUA C NOMOLLILIO MpeHaTanbHON ynsTpa-
3BYKOBOW AMarHOCTUKK, YTO MO3BOSAET ONpeaenunTb TaKTUKY Be-
JeHusa 6epemeHHocTu [1, 2, 7, 9]. Ecnn 6epeMeHHOCTb He 6blna
npepsaHa no MeguMLUUMHCKUM MNoKasaHusaM, OeTU poXAalTcs C
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rpy6biMn CTPYKTYPHbIMK AedekTamm passutusa LIHC, npu koTto-
PbIX OHW O6bIYHO HEXWIHECMOCOOHBLI UM UMEIOT BblpaXkeHHbIE
HEBpPONOrMyeckme paccTpomcTBa C TAXENON CTEMNEHbIO NHBANU-
avsaumm [2, 3].

CornacHo coBpeMeHHbIM MPeAcTaBAeHNAM, Ha dTane paHHero
HenpooHTOreHesa NPoVCXoanT POPMMPOBAHNE CrieayoLLMX NOPo-
KOB pasBWTWSA rOMIOBHOMO Mo3ra: aHaHuedanum (annasus rofnos-
HOr0 MO3ra), areHe3vn MO30/IMCTOro Tena, YepernHO-MO3roBbIX
rpbbK, Manbdopmauum Kuvapn n Oengu—Yokepa (Dandy W.E.,
Walker A.E) [2, 9, 10].

YuutbiBas, 4To MHOrme nopoku paseutusa LIHC Bxopat B
CTPYKTYPY HacrnefcTBEHHbIX CUMHOPOMOB U CBfi3aHbl C XPOMO-
COMHbIMW WA FE€HHBbIMU HapYLLIEHWSIMU, B CEMbSIX, UMEIOLLMX Ta-
KUX OeTer, Heo6XoouMO MpoBedeHe MeOUKO-TeHEeTU4eCKoro
KOHCYNbTUpoBaHus [5, 8]. Cpeau Apyrmx Nnpuy4mH, NPUBOAALLMX K
pas3suTuio rpy6eix nopokos LHC, BbigensoT pasnuyHele Tepa-
TOTEeHHblE BO3LOENCTBUA Ha PaHHUX CPOKax BHYTPUYTPOOHOro
pas3BuUTUS N0Aa, YTO AeflaeT HeobxoAMMbIM NpodnakTuyec-
KOe HabnogeHne 3a TeveHreM 6yayLMX BO3MOXHbIX 6epemMeH-
HOCTeW € paHHUX ux atanos [9, 11].

3a 1998-2008 rr. Mbl BbiIBUNM 45 feTen co cnenyoLwmmMmm no-
poKamy paHHero HempoOHTOreHesa: areHesus W runonnasus
Mo3onuctoro Tena (n = 26), manbcopmaumm OeHan—Yokepa
(n = 10), 4yepenHo-mo3roBble rpbxn (N = 5), mansopmauum
Knapw (n = 3), aHaHuedanus (n = 1).

Bce nmauuveHTbl o6cnenosaHbl B MOpO30BCKOW AETCKOW ro-
POACKOW KNnHMYeckon 6onbHuLe. MNopoku passutus LIHC Bepu-
PULMPOBaHbI KaK KIMHUYECKU, Tak U MeTofaMu HerpoBu3yanu-
3auum: KomnbtoTepHor (KT) u marHuTHO-pe3oHaHcHon (MPT)
ToMorpaduu.

BospacTt nauueHToB BapbupoBasn OT rnepvofa HOBOPOXAEH-
HocTW o 3 ner.

AHaHuedanusa. Mbl Habnoganm Bcero ogHoro 60/bHOroO ¢
aHaHUedanven, npoxmeLuero 29 gHen nocne poxgeHns. 3T1oT
KITMHUYECKWIA Criy4an YHUKarneH, Tak Kak, CornacHo AaHHbIM n-
Tepartypbl, NaLMeHTbl C aHaHUedannen NpakTM4ecKn He Xn3sHe-
CMOCO6HbI: 75% W13 HUX MnorunbalrT aHTeHatansHo, 20% ymu-
patoT B nepBble Yachbl XN3HWU, a 5% — B paHHeM HeoHaTaslbHOM
nepuoge (B nepeble 7 gHew xu3Hn) [1, 2, 9]. NprBoamMm Halle
HabnofeHve.

Hesoyka H. noctynuna n3 pogmnbHOro goma; gMarHo3: nopok
passutus LHC, aHsHuedanusa. M3 aHamMHe3a M3BECTHO, YTO
pebeHOK OT MOoMofpbIX 300POBbIX pPoAUTENEn, OT nepson Gepe-
MEHHOCTU, NpoTekasBLen B 1-M TpuMmecTpe 6e3 0COO6EHHOCTEN,
BO 2-M (B 16 Hep) — B CBA3M C Yrpo30W npepbiBaHnsa — 6yayLuas
mMatb 6blna rocnutanuavposaHa. Npu Y3W BbisiBneHa ABOMHSA C
nonepeyHbIM MONOXEHNEM NI0A0B; Y NepBoro 6bina o6Hapyxe-
Ha aH3HLUedanus, y BTOporo — nopoKoB pasBuUTUs He 6bIno. Tpe-
TUIN TPUMECTP OCIOXHWIIA HedbpornaTuns y MaTepu.

Pogbl nepBble, NpexaeBpeMeHHbIe, ornepaTMBHbIE MOHOXO-
peanbHON 6MamMHUOTUHECKOW OBOWHEM Ha cpoke 35-36 Hep
recrtauuu.

Macca Tena npu poxgeHun nepsoro nnoga 2490 r, onuvHa
Tena — 43 cM, OKPY>XHOCTb ronosbl — 20 cMm, rpyam — 32 cm. Co-
CTOsiHMEe MnafeHua nocne poXaeHus Tsxenoe, BCleAcTeme no-
paxenus LIHC. CocTtosiHne BTOpOro nnoga nocrne poXpaeHus
yOoBreTBopuUTEeNIbHOE, ero Macca tena — 2550 r, anvHa — 44 cwm,
OKPY>XHOCTb rofioBbl — 34 CM; Ha 5-& CYTKU XM3HW OH 6blf BbINU-
caH fomoli. lNMepBbI HOBOPOXAEHHBIN (C aH3HLedanven) B BO3-
pacte 10 gHen 6bin nepesefeH B MOPO30BCKYO 60MbHULLY.

Mpy nocTynneHun: CoCTOsIHME OYeHb TsXKenoe, Macca Tena —
2220 r, Tenno He ygepxusaet, Temnepartypa Tena — 32°C. Koxa
LMaHOTUYHAsA, BbIPAXXEH MEPUOPOUTANbHBIN LMaHO3; LuesyLleHne
ee Ha crvHe, rpyam v pydkax. [ynoyHas paHka yucrtas, nyrnoyHas
BeHa He nasnbnupyeTcs. [MogKOXXHO->XMPOBOW CIOW pasBuUT HepoC-
TaToyHO. B nerkmx gpixaHue ocnabneHHoe, MoBEPXHOCTHOE, apuUT-
MUYHOe. TOHbI cepaua MpUryLLeHbl, apUTMUYHbI, CKITOHHOCTb K
6pagnkapgmm, YCC — 88-90 B 1 MuH. XK1BOT msrkuin, 6e360nes-
HEeHHbIN, NeYeHb yBenuyeHa Ha 1,0 cMm, ceneseHka He nanbnupyeT-
cs. CamocToATENbHO HE MO4YUTCA. Ha ocMOTp pearvpyeT B3gparu-
BaHusaMW. Jlvuesol Yepen cdopmuposaH (puc. 1a). OTcyTcTByeT
MO3roBOW Yeper, NOA KOXeW BUAHbI KOHTYPbI ra3HbIX 610K, 3pu-
TenbHbIX HEPBOB, pyAMMeHTa cTeona Mosra (puc. 16). Peakuus
3padKoB Ha CBET crabas, Lo CUMMETPUYHOE, FONoC TUXWUIA; pe-
6EHOK He COoCceT, He rnoTaeT. BeipaxeHa runotoHus, apednekeus;
BbI3BaTb 6€3YCNOBHbIE PEdNEKCHI HE yaaeTCs.

Monyyan csmmnTomaTtmyeckyto Tepanuio. B Bo3pacte 29 cyT
nogHanace Temnepatypa o 38°C, nosaBunMcb TOHUYECKME CY-
Joporu. HecMoTpsi Ha cMMNTOMaTUYeCcKoe fieyeHre, HacTynuna
CMepTb OT OCTaHOBKM cepAua.

bk
.

/ r’q

Puc. 1. BHewHui BUp pe6eHka ¢ aHaHuedanmen; Bo3pacT 29 gHel. KocTu cBofa vepena He passuThl. [log Koxen BUAHbI KOHTYpPbI Fa3HbIX 56-

JIOK, 3pUTESbHbIX HEPBOB, PyAMMEHTA CTBOJSIA MO3ra.

a4
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Puc. 2. KomnbloTepHble TOMOrpammMbl pe6eHka ¢ aH3HUedpanmen;
Bo3pacT 29 aHeW. KocTu cBofa Yepena He pa3suTbl. Budyanuaupyert-
Csl PyAUMEHT CTBOMIa MO3ra, OTAENbHble CTPYKTYpbl KOTOporo andde-
peHumnpoBaTb HEBO3MOXHO.

Ha puc. 2 npegctaBneHbl gaHHble NpYXKU3HeHHOW KT.

YCTaHOBUTb HENOCPEACTBEHHYIO MPUYNHY Pa3BUTUA aHIHLE-
thanuun y aToro pebeHka He yaanochb.

AHOManum pasBuTUs MO30JINCTOrO Tena (areHesus, rmrno-
reHesus) BbISABEHbI Y 26 HALLMX NaLUMEHTOB paHHEro Bo3pacTa;
B 60NbLUMHCTBE cny4aeB (19) oHM co4eTanucb C ApYrMMm aHo-
ManusmMu, B 7 — ObIi N30NMPOBAHHBLIMK (B OCHOBHOM 3TO 6bina
runonnasus). I3BecTHO, 4YTO MO30MMUCTOE TeNo NpefcTaBnseT
Cco60M camyto 60bLUYO CManky Mo3ra, a UMeHHO TakOBYH HO-
BbIX OTAENOB MonyLapuii 60bLION0 MO3ra, COEAMHSIOLLYIO UX
cepoe BeLlecTBO, U ABMAETCS MNO3AHUM (PUNoreHeTU4eCcKUM 06-
pasoBaHuem [2, 3, 6, 12].

Mo3sonucToe Teno — 3To KONMEKTOP NPOBOAALLMX NYTEN MeX-
Oy nonyLiapusmm, CBA3bIBAIOLLMI BCE OTAENbI KOPbI, KPOMe 060-
HATENbHbLIX OONEen U runnokamMmna, obecnevvBaroLLnin nepegady
MHopMaunn N3 ogHOro nonyLlapusi B pyroe 1 perynmpyroLmnn
MX COrNacoBaHHylO AedATesnbHOCTb [2, 12]. MHoro4mcneHHble
ny6nvKaumm CBUAETENbCTBYIOT, YTO PasfiMyHble HApYyLUEHUs ero
CTPYKTYpbI (MOBPEXAEHME, TMMonnasus, annasvs) NpuBOAAT K
paso6LLeHN0 OeATEeNbHOCTU MpPaBoro WM feBoro nosnyLapun,
ancbanaHcy BbICLLUMX KOPKOBbIX (DYHKLWIA (OTCYTCTBUE KPUTUKM,
paccTporcTBa namMaTn U LeneHanpaBfieHHbIX OBUXEHWR, cna-
6oymMure, aMUMUS, aKUHE3NS, ANUENTUHECKNE MPUNALKM U Op.).
COBOKYMHOCTb 9TUX CMMIMTOMOB MOfy4usia Ha3BaHue — JI06HO-
KannesHbln CUHOPOM, U CUHAPOM MO30SIMCTOro Tena; nocneg-

HUIA TepMWH ynoTpebnsioT yYawe [3, 12]. OgHako 4ucno ny6nu-
KaLunin 0 KIMHUYECKNX MPOSIBIEHNAX CUHAPOMA MO30JIMCTOro Te-
nay fgetei paHHero Bo3pacTa, 0CO6EHHO NepBbIX MECALIEB XN3-
HW, OrpaHN4eHo 1 B OCHOBHOM (pparMeHTapHo.

B TO Xe Bpemsi, aKkTUBHOE BHePEHWE B KITMHNYECKYIO Npak-
TUKY HOBbIX BbICOKOMH(POPMATUBHLIX HENpPOBU3yann3npyto-
LMX METOAOB MO3BOINIIO ANArHOCTUPOBaTb pasfinyHble aHo-
MarnuuM MO30JZIMCTOro Tesa Ha CaMbIX paHHWX 3Tanax rnocTHa-
TanbHOro pasBuUTUA pebeHka, yXe B MnepBble OHWU Mocne ero
poxaeHus.

Mo3zonuctoe Teno akTMeHO chopmumpyeTcs Ha 16-1 Hef, aM6puro-
HanbHOro nepuopa 1 fedekTbl ero PasBUTUA BOSHWUKAIOT BCIEACT-
BYe HapyLLeHus anddepeHumanmm HepBHOM Tpyoku [2, 12].

OtcyTcTBME (areHeaus, annasvs) MO30SIMCTOro Tena MOXeT
ObITb TOTaNbHLIM UM NapumanbHbIM, U30NIMPOBaHHLIM UMN CO-
YeTaHHbIM C ApyrMMmn aHomanuamm moara [3, 10, 12] (puc. 3.)
Haunbonee 4acTto areHe3ns MO30NCTOro Tena accouumnposaHa ¢
ceMeliHbIMU Crly4asiMu (ayTOCOMHO-PeLeCCHBHBIA nnn X-cuen-
NEeHHbIN TUMbl HACNegoBaHMs), HO MOXET BbISBNATLCS U cnopa-
ONYecKu.

KnuHnyeckne nposiBNeHnss nopaxeHus MO30SIUCTOro Tena
[0CTaTO4HO NONMMMOPMHLI; Hanbosnee 4acTo 31O ObINY CY[opOrn
(y 18 60nbHbIX) 1 3agepXKa NMCUXOMOTOPHOrO pas3BUTUSA, Npe-
MMYLLIECTBEHHO 3HAYMTENbLHO BblpaxkeHHas. [pu nccneposaHmn
CEHCOPHbIX peakuuii (3putenbHas dnkcaums u NpocnexusaHve,
CMyXoBOE COCPefoTOYEeHNe) onpedensnncb Hanbonee Bblpa-
XKEHHble OUCHYHKUMU. Bbinn BbISIBNIEHbI TaKXe HU3Kasg KOMMY-
HUKabenbHOCTb, Manas MOgynaumus Kpuka, MbllleyHas rmnoTo-
HWS, YrHETEHNe CrnuHasbHbIX CEerMeHTapHbIX aBTOMAaTU3MOB U
OoTCyTCTBME (POPMMPOBAHUS LIEMHOr0 CUMMETPUYHOIO pednek-
ca. OTU KNNMHNYECKNE CUMMTOMBI, BEPOSTHO, MOXHO CHMTaTb Xa-
pakTepHbIMU AN TO6HO-KaNe3Horo cuHapoma B HeoHaTalslb-
HOM Mepuofe, 0 YeM CBUAETENLCTBYIOT U faHHbIe NUTepaTtypsbl
[3, 10, 12].

YepenHo-MO3roBble rpbDKU — Kraccuyecknii aedekT 3ak-
pbITUSE OParnbHOro OTAENA HEPBHOW TPYOKM U MPOABNSAIOTCA Ha-
pyLUeHneM pasBuTUSA TBEPAOM MO3roBOM 0600HKM N KOCTEN Ye-
pena (BbiNA4YMBaHNE MO3rOBbIX CTPYKTYP).

BblgensioT crnepytoLime BapuaHTbl YepernHo-MO3roBbIX MPbiX
B 3aBMCMMOCTM OT COAEPXMMOro rpbKEBOro MeLlKa:

Puc. 3. KOMHbPOTeprIe TOMOrpamMmmbl pe6eHKa C OTCYyTCTBMEM MO3OJIUCTOrO Tena. Tena 60KOBbIX XKeJlyAoo4KOB LLMPOKO U napannenbHO pacno-
JIOXEeHbI, Cy>XeHbl UX nepenHne otaoenbl. 1l Xenyaodek pacnosioXkeH BbICOKO, Mexay Tenamu 60KOBbIX XKeJlyaoo4KoB.
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Puc. 4. KomnbloTepHble TOMOrpaMMbl pe6eHKa C OKLMMNUTaNIbHOW
YepernHo-Mo3roBol rpbbkeid; Bo3pacT 1 mec. Busyanuaumpytorcs ne-
(heKT 3aTbINIOYHOW KOCTW, TPbIXEBOE BbINAYMBAHME (COOEPXMMOe —
MO3roBble 060/104KM U CMIMHHOMO3IoBasi XUAKOCTh), BbIPaXXEHHOE He-
[I0pa3BUTUE MO3XKEUKa.

Puvc. 5. KomnbloTepHble TOMOrpamMmmbl pe6eHKa ¢ ¢hpoHTo-6a3unsp-
HOM (PpOHTO-3TMOMAANBLHOM) YepPEeNnHO-MO3roBOW rpbhKel; BO3pacT
3 mec. BbixogHOe 0TBEpPCTUE MPbKMN — CIENoe OTBEPCTUE TOGHOWM KOCTY;
COEePXNMOEe — 06OSIOHKM MO3ra U CrIMHHOMO3IOBast XXUAKOCTb.

Puc. 6. MarHUTHO-pe3oHaHCHasi ToMorpamma pe6eHka ¢ Mmanbdop-
mauuen ApHonbaa—Kuapu, Tun l. CmeLLeHe MUHOANUH MO3XeYKa B
601bLUIOE 3aTbISIO4YHOE OTBEPCTME Ha 6 MM.

* MEHUHroLene — rpbKeBOV MELLOK COLOEpP>XMUT TONbKO 060-
JIOHMKM MO3ra 1 CIMHHOMOS3IOBYIO XULKOCTb;

* MEHWHroaHuedanouene — B rpbPKEBOM MELLKE HaxoasaTcs
BeLLeCcTBO MO3ra, ero 0605104K1, CIMHHOMO3roBasi XUaKOCTb;

* MEHVHrosHuedanoumcToLene — KpOMe BCero BbiLLE Mnepe-
YUCIIEHHOIO PLIKEBOM MELLIOK BKITHOYaET N YacTb XenynoyKo-
BoM cuctemsl [1, 2, 10, 13].

Bcem Buaam rpbixk CBOMCTBEHHO MX BbINsAYMBaHNE Yepes Mec-
Ta COefIMHEHNs KOCTen Yepena, TO ecTb — Yepes POAHUYKN. Knu-
HUYeCKNe NPOSIBIIEHNS N TeYeHUe YepernHo-MO3roBbIX rpbiX 3a-
BUCAT OT COAEPXMMOrO rpbiKEBOro MeLlKa, OT ero oébema, a
Takxe OT TOro, UMeeTCs NN CBULLEBOE OTBEpPCTUE, Yepes KOTo-
poe Hapy>XXy MOXEeT UCTeKaTb JINKBOP, N €CTb N1 yrpo3a MHpULUK-
poBaHuA. Jlokanu3aumsa rpbKeBoro BbINAYMBaHWUA Yy 06Cnefo-
BaHHbIX HAMW 5 NaLMEHTOB C 3TUM JedeKToM Obina creayoLLen:
3atbinoyHas (puc. 4) —y 3, ceoga Yepena —y 1, poHTO-6a3u-
nsipHas (bpoHTo-aTMongansHas) (puc. 5) — Takxe y 1 60nbHOrO.

Manbchopmauun ApHonbpa—Kuapm (Arnold |., Chiari H.) oT-
HOCAT K aHOManusaM hopMMpoBaHUA 3aHEr0 MO3ra; OHW MPosiB-
NATCA CMELLEHNEM ero CTPYKTYpP B HanpasfieHn 60MbLLIOro 3a-
TbIIOYHOrO OTBEPCTUA, YacTo CoYeTalTcd ¢ rugpouedanven,
YepernHo-Mo3roBbIMU U CMUHHO-MO3roBbIMU rpeikamu [3, 10, 13].
[ns yctaHosneHua anarHosa mansgopmauun ApHonbaa—Kua-
pvn Heo6xoamMmo nposefeHne MPT.

BobigensatoT cnegyowme sapuaHTel Mansgopmaumn ApHonb-
na—Kwapwu:

* | — cMelleHVe MUHOANVH MO3Xe4Ka HUXe JIMHUKM, coeam-
HAIOLLEN Kpasi KNMHOBWOHOW M 3aTblIIOYHOW KocTen (foramen
magnum) 6onee, 4eM Ha 3 MM (gns geten oo 5 net n ctapLue 15)
n 6onee, 4em Ha 5 MM (ansa geter ot 5 go 15 ner);

* |l — cMeLLeHre MUHOAIWH 1 YepBS MO3XKeYKa, a Takxe rnpo-
JONrosaToro mMosra B 60/bLLOE 3aTbIIOYHOE OTBEPCTUE U NO3-
BOHOYHbIN KaHar;

¢ |ll — BCTpeyaroLeecs KpaiHe pefKko BbiNgYMBaHNE MO3XeY-
Ka, a MHorga v cteona Moara yepes spina bifida C—C, [10].

Mbl Habnioganu 3 geter ¢ | BapuaHToM ManbcopmMaLumm
(puc. 6). Y 2 U3 HUX CMeLLieHe MYHOaNNH MO3Xe4Ka B 60sbLLoe
3aTbINTOYHOE OTBEPCTME COYETAsIOCh C YMEPEHHO BbIPaXXEHHOM
rugpouedanven.
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KnunHnyeckne npossreHusa aToro BapnaHTa aHomasnumm He oT-
nMYanucb CneumUYHOCTBIO U HOCUIIU MONMMOPMHBIN Xapak-
Tep. B 2 cnyyasx nmena mMecto cy6KOMMeHcMpoBaHHas rmapo-
Ledanus 6e3 Npu3HakoB rmnepTeH3nn B CO4ETaHNN C 04aroBbIM
nopaxKxeHNMeMm YepernHbix HEepBOB (CxopsdLleecs kocornasue,
cumntom Mpedpe, HUcTarm). Y 1 pebeHka B Bo3pacTte 12 mec 6bl-
NN BbIAIBIIEHbI aTOHNYECKU-acTaTU4eCckKun CUHAPOM 1 Anddys-
Has MbllLUeYHas rMMMOTOHMS.

Manbchopmauus Jenpu—Yokepa (Dandy W.E., Walker A.E.) —
NMOPOK Pas3BUTUSA FOSIOBHOMO MO3ra, CoYeTaroLnii KUCTOBMAHOE
pacwmpenue [V xenyno4dka, runonnasuio Unn areHesuno Yepss
MO3Xe4yKa, BbICOKOE pacriofioXeHne MO3XKE4YKOBOro Hameta U
rngpouedanuio [2, 3, 10]. B HacTosLee BpeMs BbIAeNsAoT 2 TU-
na mansgopmaumm Jenan—Yokepa [8, 10].

Tun | — kuctoBugHoe pacwumperve [V xenygo4ka, oTCyTCT-
BuWe oteBepcTun MoxaHau v JTiowka, runonnasusi Unm areHesus
4YepBs MO3XeEe4Ka, BbICOKOE PacrofioKeHNEe MO3IXKEYKOBOro Ha-
MeTa, rugpouedanus; npy atom IV xenyaoyek He cBasaH ¢ cy6-

Puc. 7. KomnbloTepHbie TOMOrpamMmMbl pe6eHka ¢ Manbcopmaumen
OeHnpu-Yokepa, Tun ll; Bo3pacTt 4 mec. B 3agHen yepenHon sMKe BU-
3yanuanpyeTcs O6LUMPHas NIMKBOPHAsA MOMOCTb; YepBb W nonyLuapus
MO3Xe4ka Hefopas3BUTbl; MO3XEYKOBbIA HaMeT BbICOKO PaCrOSOXeH.
Il 1 6OKOBbIE XENyao4KN 3HAYUTESIbHO PaCLUMPEHBI.

apaxHoupgarnbHblM npocTpaHcTBoM. Marnbgopmaumsa aToro Tuna
BO3HUKaeT Ha 7—10- He aMmbpuoreHesa 1 cBa3aHa ¢ gedek-
TOM pas3BUTUSA POMBOIHLIEdANTNYECKOrO Ny3bIPsA U Npunexarymx
MEHUHreasnbHbIX CTPYKTYP.

Tun Il npegctaBneH 06bIYHO rMMNONa3ven YepBs MOIXKeUKa
npu coxpaHeHHoW cBa3n |V xenygodka ¢ nepuMenynisapHbIM
NPOCTPaAHCTBOM, BbICOKMM PAaCMONOXeHNEM MO3XEYKOBOro Ha-
mMeTa u rmgpouedhanven (puc. 7).

CoobLyaeTcs Takxe 0 BapvaHTe cuHgpoma [deHan—Yokepa,
npv KOTOPOM BU3YyanunanpyeTcs LUMpoKoe coobLueHne IV xeny-
Jo4Ka C yBenM4eHHOW 60MbLUIOA LMCTEePHOM MO3ra, pasnumyHas
CTeneHb HeJopas3BUTUS YEPBA W MOSyLLIAPUIA MO3XKeYKa, pacLun-
peHue xenynoykoBor cuctembl [10]. MO3Xe4KoBbIN HaMeT npu
3TOM PacrosnioXeH 06bI4HO (puc. 8).

Moutn B 70% mManbgopmMauuun OeHon—Yokepa coyeTaroTcs
¢ apyrumu gedektammn LIHC n BHyTpeHHMX opraHos [3, 4, 10].
KnuHnyeckne nposiBneHvns 3ToM Manbgopmauuun oTnuvyaer
BbIpaXXEHHbIN MOMMMOPMU3M; OCHOBHLIMU U3 HUX SABMAKOT-
ca rmgpouedanuna (y Bcex 10 Hawmx 60MbHbIX), HapyLUEeHUs
3peHns (ambnmonus, Kocornasme, HUCTarM — Takxe y BCeX),
ABuraTefibHble pacCTponcTBa — aTOHWYEeCKU-acTaTU4YecKui
CUHAPOM U1 cygoporu (y 6 naumeHToB). Y 2 geTten Kaknx-nmoo
MHBbIX creumduyecknx HEBPOOrMYECKNX CUMMTOMOB BbiSiBS1E-
HO He 6bI10.

Puc. 8. MarHUTHO-pe3oHaHCHble TOMOrpaMmMbl pe6eHKa ¢ BapuaH-
TOM cuHapoma [leHau-Yokepa. Buayanuanpyotcs LUMPOKoe COoo6-
weHue IV xenygoyka C yBeNMYEHHOW O6O0NbLUOW LMCTEPHON MO3ra,
HefopasBUTUE YepBs M MonyLlapuii Mo3xedka. BokoBble xenyaoykm
pacLuMpeHbI.

al
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Taknum o06pas3om, KoMmekcHoe obcnefnoBaHne 45 pgeTten B
BO3pacTe OT rneprofa HOBOPOXAEHHOCTW [0 3 NeT ¢ Aedektamu
paHHero HemMpooHTOoreHesa (HapyLleHMeM CMbIKaHUsi HEPBHOM
Tpy6kM) nossonuno audpdepeHumpoBaTth cregyoLlme Mopoku
pas3BuUTUS — aH3HUedanmio (annasunio rofloBHOr0 Mo3ra), areHe-
3110 (rMNonaasunio) MO30MCTOro Tena, YepenHo-Mo3roBble rpbl-
XU, MansdopmMauunn ApHonbaa—Kuapu n fengn—Yokepa.

KnuHnyeckne nposiBNeHns aTmx CUHAPOMOB OTNNYanunch no-
NIMMOPIU3MOM; U3 HUX BeAyLLMMM ObIIK Cya0poru, HapyLLeHus
NCUXOMOTOPHOIro Pa3BUTUSA 1 AUCMoprHecknii dpeHoTun. Jlyqe-
BOE€ ViccrnefoBaHne no3Bosinmo He TOSMBKO BbISIBUTL CTPYKTYPHbIE
creunuryeckne N3MeHeHUs B rofIOBHOM MO3re 1 Bepudunumpo-
BaTb KaxAbl CUHAPOM B OTAENLHOCTU, HO B psAfe Cryvaes on-
pefensano TakTUKy onepaTtuvBHOIO NeYeHust Npu pasnnyHbIX BU-
Aax rmppouedanum n YepernHo-Mo3roBbIX rpeiX. BmecTe ¢ Tem,
fanbHewnllee pa3BuTMe ANarHOCTUKM NOPOKOB PaHHEro Hempo-
OHTOreHes3a HeobXxoAMMO He TOSIbKO ANA UX KOHCTaTtauuu, HO U
Ona onpefeneHna TakTUKM BefeHns 6epeMeHHOCTH, B TOM YuC-
ne ons peLleHus Bomnpoca O MNpepbiBaHUN ee No O6bEeKTUBHLIM
MEeAMLIMHCKMM MOKa3aHWUsM.
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opbyHoB AnekcaHap BanepbeBun4, JOKTOP MEAULIMHCKMX HayK, npodeccop
kadenpbl HeoHaToNornM POCCMINCKOro rocyaapCTBEHHOrO MEANLIMHCKOro
yHMBepcuTeTa, 3aBeayoLLMiA OTAeNIEHNEM KOMIMbIOTEPHOW Y MarHUTHO-PE30HaHCHOM
Tomorpaduv Mopo30BCKOM AETCKOM MOPOACKON KINMHUYECKON 60nbHULIbI MOCKBbI
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CviHOpPOM ONMTENbHOro Kalunsa y AeTen ABnseTcs BeCbMa pacrnpoCTPaHEeHHOM MPUYMHON o6palleHns 3a amoOynaTopHOW Nomo-
LLblO, OHAKO CBELEHUI, KacaroLmnxcs NPUYMH BOSHUKHOBEHUSA ANUTENBHOIO KaLluns y AeTen, 4o CUX Nop HefoCcTaTo4Ho.

B nccneposarumn, npoeefeHHOM Ha 6a3e MeguumHekoro LeHTpa Bect IxeddepcoH n MeguumnHekoro ueHtpa YHusepcuteTa Ty-
naHa (Hoebim OpneaH, CLUA), npuHsanu y4actne 40 geTen B Bo3pacTte oT 5 o 12 nert, o6paTvBLLUMXCS K Bpady C CUHOAPOMOM Afu-
TENbHOro Kaluns HeyCTaHOBJIEHHOW 3TWONOrUKM, KOTOPLIN npofdomkanca 6onee 8 Hef. B pamkax uccrnefosaHua BcemM naumeHtam
6b1510 NpoBeAeHO MHoronpoduiisHoe o6cnefoBaHve — MynbMOHOMOrMYECKoe, racTPOIHTEPOIOrMYECKOE, anneproniormyeckoe, UM-
MYHOMOrM4eckoe 1 oTopuHonapuHronorndeckoe. OueHka ahdeKTBHOCTU NledeHns NpoBoaMnack OO Hayana Tepanuu u CrycTs
8 He[ nocne nevyeHunsi ¢ NCNoNb30BaHNEM BU3YyaribHOW aHanoroBon LUKarbl.

B xopne nccneposaHns 6binn NOMyYeHsl cnegyowme pesynsraTtbl: Cpeam 3TMONOrn4ecknX NpuYmMH CMHapoMa AnvMTenbHOro Katl-
na 'y geTer oTMeYanucb ractpoasodaranbHasa pedokcHasa 6onesHs (27,5%), annepronatonorus (22,5%), 6poHxuanbHaa actMa
(12,5%), nHdbekumoHHble 3abonesaHus (5%), acnupaums (2,5%) 1 nonmaTnonormyeckme npuyrHbl (20%). AgeksaTHoe neyeHve, no-
[obpaHHoe B COOTBETCTBMU C AaHHLIMU O NPUPOoAE KaLuns, NPUBOANIIO K 3HAYUTENBLHOMY YITYYLLIEHUIO COCTOAHUSA NaLUEHTOB.

Taknm 06pa3om, racTpoasodparearnbHbli pednioke, annepruyeckne 3abonesaHns 1 6poHxnarnbHas actMa SBAsaoTCA NpUyYMHaMm
6ornee 80% BCcex anM3040B ANUTENbHOrO Kalnga y aeten. AdeksaTHO nofo6paHHasa dhapmakoTepanusi B 60SbLUMHCTBE CllydYaes Co-
NPOBOXAAETCA NCYE3HOBEHMEM UM 3HAYUTESNIbHBIM YMEHbLUEHWEM MHTEHCUBHOCTU KaLUsis.
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