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Beenenue

Anomanus Kwuapu (cuagpom ApHonbaa-Kuapu) — 3a0oneBanHue, mpu
KOTOPOM CTPYKTYpPHI TOJIOBHOT'O MO3ra, PACIOJIOKEHHBIE B 3aJHEH YEPEITHOM IMKE,
OMYUIEHBbl B KayJaJlbHOM HAIlpaBICHUU U BBIXOIAT 4epe3 OOJbIIOe 3aThUIOYHOE
OTBEPCTHE.

B 3aBucumocTu ot THma aHomanus Kuapu MOKET NMpOSBIATHCS T'OJOBHOM
00JbI0 B 3aThUIKE, OOJBI0 B HIEHHOM OTJEje, TOJIOBOKPYKEHHEM, HHUCTarMowm,
00OMOpOKamMu, TU3apTPHUEH, MO3KEUKOBOM aTakcueil, mape3oM ropTaHu, CHIXKEHHEM
CllyXa M IIyMOM B yIIax, HAPYIICHUEM 3peHUs, AUC(arueil, IbIxaTeIbHbIMH allHO?,
CTPUJIOPOM, PACCTPOMCTBAMU UYBCTBUTEJIBHOCTH, THUNOTpPOHEH MBI U
TETpanape3oM.

Anomanusa Kuapu nuarHoctupyetcss mytem mnpoBeneHuss MPT roioBHoro
MO3ra, WIEHHOr0 M TPYJHOIO OTAEJNOB I03BOHOYHMKA. AHomanusa Kwuapw,
COIMPOBOXK/IAIOIIAACS CTOMKHM OOJEBBIM CHHAPOMOM WM HEBPOJOTUYECKUM
neUIUTOM, TOJJICKHUT XUPYPIHUECKOMY JICUEHHMIO (JeKoMmmpeccus 3aaHei
YEepEeIrHOou SAMKH WU LIYHTUPYIOLLHE oriepaln)
B oOnactu coenuHeHHs yepena C MO3BOHOYHBIM CTOJIOOM HaXOIUTCS OOJIbIIOE
3aTBUIOYHOE OTBEPCTUE, HA YPOBHE KOTOPOT'O CTBOJI TOJIOBHOI'O MO3ra MEPEXOIUT B
CIIMHHOW MO3T. BbIllie 3Toro oTBEpCTHs JTOKAIU3YETCs 3aJHsAs dyepernHas siMka. B
HEW PACHOJIOKEH MOCT, MPOJIOJITOBaThIM MO3r W MO3Keuok. AHoManus Kuapu
CBSI3aHA C BBIXOJOM YAaCTH AHATOMUYECKUX CTPYKTYp 3aJHEH UYEPEIHOU SIMKHU B
IpocBeT OOJIBIIOTO 3aThUIOYHOTO OTBEpCcTHUs. IIpu 3TOM MpPOMCXOAMUT CHaBiIEHUE
HaXOJSIIUXCS. B 3TOM 00JIACTH CTPYKTYp HPOAOJITOBAaTOrO M CHMHHOTO MO3ra, a
TaKXKe HapylIeHHE OTTOKa LepeOpOCHUHANBHON JKUAKOCTH M3 T'OJIOBHOTO MO3ra,
npuBosIee K ruapornedanuu. Bmecre ¢ miatnbasueit, acCHMUIAIIMCH aTiaHTa |
ap. aHoMaimss Kuapm OTHOCHTCS K  BpPOXKICHHBIM TOPOKaM  Pa3BUTHSA
KpaHUOBEPTEOpaIbHOrO Mepexoia.

Anomanusa Kuapu BcTpeuaercs o pa3nuyHbIM AaHHBIM y 3-8 yenoBek Ha 100
TBICAY HaceneHud. B 3aBucumocty or Tuna aHomanus Kuapum wmoxer

AUArHOCTHUPOBATBCA B IICPBLIC AHHU IIOCJIC POXKACHHUA pGGCHKa nin CTaTb
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HEOXXUJAHHOM HAaXOJKOM y B3pociioro nanuenta. B 80% cinydaeB anomanus Knapu
COYETAETCAC CUPUHTOMUEIIUEH.
IpuynHbI BO3HUKHOBeHUsI aHOMaun Kuapu

o cux mop anomanus Kuapu ocrtaercsa 3a0osieBaHHMEM, 00 ASTHOJIOTHU
KOTOPOTO B HEBPOJIOTUU HET €IMHOTO MHEHUS. P51 aBTOPOB CUUTAET, YTO aHOMAJHUS
Kuapu cBsizaHa ¢ yMEHbBIIEHHBIM pa3MepoM 3aJIHEN YepPEeHON SIMKU, IPUBOASIIIUM
K TOMY, YTO O MEpPE POCTa PACIOJIOKEHHBIX B HEHl CTPYKTYp OHM HAayMHAIOT
BBIXOJUTH Yepe3 3aThUIOYHOE OTBepcTHe. Jpyrue mccieaoBarenu Mpearnoaramor,
yro aHomanus Kwuapu pasBuBaeTcs B pe3yJibTaTe YBEIMYECHHBIX pPa3MepoB
rOJIOBHOTO MO3ra, KOTOPBIM MpPHU 3TOM Kak Obl BBITAJIIKMBAET COAECPKUMOE 3aJIHEU
YeperHoM SIMKH Yepe3 3aThIIIOYHOE OTBEPCTHE.

CnpoBoupoBaTh NEPEXOJ HE3HAUYUTEIBHO BBIPAKCHHOW aHOMAaJIUU B
BBIPKEHHYIO KIIMHUYECKYI0 (POpMYy MOXKET ruaporedanus, Ipu KOTOPOi 3a cuer
YBEJIMYEHUs KENyJ0UYKOB yBEJIWYMBAeTcsl oOmuid obbeM wosra. [lockonbky
aHoManust Knapu Hapsy ¢ aucmiiazueil KOCTHBIX CTPYKTYp KpaHHOBEPTEOPaIbHOTO
nepexoja CONPOBOXKAAECTCA HEJOPAa3BUTHEM CBSI30YHOrO amnmaparta 3Toi 00JacTH,
ar00asi YepernHO-MO3roBasi TpaBMa MOXKET MPUBOJUThH K yCYI'YOJIEHHIO BKJIMHEHUS
MUH/JIAJIMH MO3)K€YKa B 3aTbUIOYHOE OTBEPCTHE C MaHHU(ecTauuend KIMHUYECKOM

KapTHUHBI 3a00JICBaHMUS.

Knaccupuxauus
Beigensror 4 tua Mansdopmaruu Kuapu [1,2,23,25]:

1. Kuapwu |
e (CMeleHre MUHIATUKOB Oojiee 5 M.
e Hert cMmernieHus CTBOJIa MO3ra U CYNPAaTEeHTOPUATIBHBIX aHOMAIUH.
e JlaHHBIN THIT MATB(POPMAITUN YACTO COYETACTCS C THAPOMHUECITHEH,
CUPUHIOMHUEIHUEN.
e Hwuskas yacTtoTa codeTaHus ¢ TuaporedaInei.
1. Kuapwu Il

e KaynaibHOe cMElIEHHE YepBs, CTBOJIA MO3Ta, 4 KeTy104Ka.



e (CoueTaHue ¢ MUEIIOMEHHUHTOIIE]IE U MHOTUMH aHOMAJIUSIMU OOJIBIIIOTO
MO3ra.
e Yacroe coueranue ¢ ruaponedaiueil 1 CUpUHrorupoOMUeTueH.
2. Kuapu IlI
e 3arbutouHOE SHIIedaonene, coaepxaiiee TMCMOPPUIHYIO TKaHb
MO3KE€YKa M CTBOJIA MO3ra.
3. Kuapu IV
e ['unomnasus Wiy armia3us MO3KEUKa.

C HenmaBHEro BpeMEHHU K 4eThipeM OCHOBHBIM Tumnam MK, moGaBieHsbl eie
JIBA PEJIKO MCIIOJIb3YEMBIX OMPEAECICHUS.

Mansdopmanus Kuapu 0 tuna (MK 0) - cocrosiHEEe mpu KOTOPOM HH3KO
PacCIONIOKEHHBIC MUHIAJIMHBI MO3KE€UKa BBITIOJIHSIIOT BCIO OOJIBIIYIO 3aTHUIOYHYIO
IIUCTEPHY, HO HE BBIXOAAT 3a €€ Mpejaesbl. XapaKTepU3yeTcsl «IepernoTHEHHON
3aJIHEeW YepermHoM SIMKOW» M 4acTO COYETaeTCsl ¢ aHATOMUYECKUMH abeppanusMu
0o0JacTH CTBOJIa TOJIOBHOTO Mo3ra (oOpa3oBaHueM «ropba» Ha J0p3ajbHOM
MOBEPXHOCTH MOCTa, CMELIEHUEM IPOAO0JITOBATOTO MO3ra, HU3KUM PACIOI0KEHUEM
obex — «3aIBUKKU») U MPOTSHKEHHBIMA CUPUHTOMHETHUECKUMHU KUCTAMHU.

Mansdpopmanmss Kuapu 1.5 Tuma nposBiseTcs IuUCTONHEH MUHIAIWH
MO3K€UKa, HE3HAUYMTENIbHBIM pacTsxkeHuem [V ikeilygouka M CTBOJIa TOJIOBHOTO
Mo3ra (BO3MOYKHO JIETKO€ €ro YIUIOIIEHWE WM W3BUTOCTh) MHHHUMAIbHBIMU
M3MEHEHUSIMU CO CTOPOHBI OpPAJIbHBIX OTIEIOB CHUHHOTO Mo3ra. CoriiacHo
cymecTByromum onpeaencausim, MK 1.5 sBiseTcst nepexogHon, «OTrpaHuIHON
dbopMoii MeKIy TTEPBBIM U BTOPHIM THIIOM, COYETAIOMIeH B ceOe MpU3HAKH 000UX
TUTIOB TATOJIOTUU WU SMOPHOJOTHYECKH HE3aBEPIIEHHBIM BapUAHTOM BTOPOTO

THMa 0€3 COMYTCTBYIOIIEH MHUEIOAUCIIIIA3HUH.

Knunnuyeckue mnposiBienuss MK y neredl m B3pOCHBIX NPAKTHYECKU CXOXKH.
Onnako ecth 0JiHO oTiMuKe. B neTckoit momynsiuu 6oJjiee 4acTbIM CUMITOMOM
apisietcss  sleep-apnea. Ilo »toit mpuumne, MK II sBisercs Bemyuiei

MPUYMHON CMEPTH MPHU



Je4eHuu  OOJIbHBIX €  MHenojuciazusmMu  cerogusa.  [logoOnas
KaTacTpoduueckasi CUTyaIus

Oosee xapakTepHa Uil AeTeil Miajiie 2 JeT, 0COOEHHO MiIaame 3 MecCsIeB.
BepxuBimne aetu,

Opouleliue  NEepHoJ  BBICOKOro  pucka (3 Mecsua),  XOpOIIO
CTaOMIIU3UPYIOTCS.

B otinuunn ot 6onbubix ¢ MK I, y manmentoB ¢ MK Il otmeudaercs yetkas
B3aUMOCBSI3b MEXJY KIMHAUYECKOM KapTUHOW M BO3PACTOM KIMHHYECKOU
MaHU(pecTalnu:

- Y HOBOPOXKJIEHHBIX OOBIYHO T€UCHUE OECCUMIITOMHOE;

- y MIAJeHIIeB B Bo3pacTe 3 MeC. OOBIYHO HMEET MECTO CTBOJIOBas
mucyHKIMS B BUJE CTPUIOpa, BCJIEJACTBHE Tape3a TOJIOCOBBIX CBS30K,
IEHTPATBLHOTO U OOCTPYKTHUBHOTO allHO?, MHOT/IA C MOTeper CO3HAHUs, acIIupaIuu
BCJeACTBHE nucharuu;

- CTapIlIi€ BO3PACTHBIE FPYNIbI XapAKTEPU3YIOTCS MPOSIBIICHUEM CIIMHAIBHOM
Y MO3’KE€YKOBOW CUMIITOMATHKH.

OcCHOBHbBIE KIIMHUYECKHE MPOSBICHUS YKAa3aHbl B CPEOHEM MPOIEHTHOM
COOTHOIIICHUH JIJIs1 yI0OCTBA CPAaBHUTEILHON OIICHKU UX 3HAYMMOCTH.

HeBpomorunueckue cuMntTomMbl MOKHO pa3aenuTs Ha III rpynmnel: cTBOJIOBBIE

(22%), ciunanbHbie (65%) 1 Mo3xkeukoBbie(11%).

B vactHOCTH, BBISBISIETCA:

1. boas B mieitHo-3aThuTOuHON 0oOmactu (60-70%). YacTto mpoBorupyeTcs
CMEXOM, YNXaHUEM, KallljieM (CUMIITOM BabcaiabBhl);

2. [lBurarenbHble pacctpoiicTBa (40-74%), HapylmieHUs CYXOKHIbHBIX
pediekcoB (38-52%), xmonycel, c.babuaCckn(28%), HETOBKOCTH, HEYKIIFOKECTh
nekennit (15%);

3. UyBctBuTtenbHbie Hapymienus (50%);

4. Tucdarus (10%), napymenus nepuoguunoctu Asixanus (10%);

5. Atakcus (20-40%), Hucrarm (23-70%);



6.Ilporpeccupyromuii  CKOIMO3 TMPU COYETAHUU C CHPUHTOMHUEIHEH
ormevaetcs B 30% ciydaes.

JAuarnocruka

Juarnoctuka manbdopManuu Kuapu OCHOBBIBAE€TCS Ha COIMOCTaBJICHUU
KIIMHUYSCKUX U HEHPOBHU3yaIN3aIIMOHHBIX TIPU3HAKOB.

llpenamanvnas ouaenocmuxa. Y3W mnona (ctanmgapt): ruaponedanus,
OMYIIIEHNEe MUHJIAIUKOB MO3KE€4YKa, KOCBEHHBIE MpU3HAKKU spina bifida, cummnTom
«TUMOHa», «OaHaHa» u ap. [Ipu cTaHmapTHOM YIBTPa3BYKOBOM HCCIIEIOBAHUU
11012 Ha TPEThEM TPUMECTPE OEPEMEHHOCTH BO3MOKHO BBISBUTH TUpoiiedaInio.
Manspopmanust Kuapu couetaercss ¢ 20% BHYTpUYTpOOHO BBISIBJICHHOM
ruapouedanueit. Hanmuuune y mona mansdopmaruu Kuapu I Tuna Moxet sBIsThCs
OTIEPATHUBHOTO POJIOpa3penieHus Jis MPEJOTBPAIICHUS UHTPaHATAILHON TPaBMBbI
IIEHTPaJTbLHON HEPBHON CUCTEMBI (OTIIIHSA).

MPT nmnoma (ommus): MCKIIOYAIOT KPAHUOCHMHOCTO3 M 00BEMHOE
oOpa3oBaHue B KQ4eCTBE MPUYUHBI OMYIICHUS MUHIAIUKOB MO3KEUKA.

Ilocmnamanvuas ouacnocmuxa. IlepBbie mnpusHaku MK Moryt ObITH
YCTaHOBJIEHBI TP OCMOTpe peOeHKa. 3aayaMy Bpadyei-creiuagucToB, MPU 3TOM,
SBIIETCS BBISIBICHUE KIMHUYECKUX MPOSBICHUN 3a00jieBaHUs, Tu3paduuecKkoro
CTaTyca u COMYTCTBYIOIIUX TOPOKOB PA3BUTHSI.

Bpau-aeBpomnaronor. OeHka MCUXOMOTOPHOTO pa3BUTHS peOCHKa, paHHEe
BBISIBJICHUE HEBPOJIOTMUECKUX TMPOSIBICHUI (0c000€ BHUMAaHHUE 3aCiIy>KHBACT
OIICHKA MIPOSIBIICHUM TUNEPTEH3UOHHO-THAPOIIEhaTbHBIN CUHpOMA),
JTUCTIaHCEPHOE HaOJI0/IeHNEe TAIlMeHTOB Ha BCEX dTamax 00CIIeNOBaHUS U JICUYCHUS
— OCHOBHBI€ 33]1a4 JE€TCKOr0 HEBPOJIOTa.

Bpau-nenunatp. OrneHka MCHXOMOTOPHOTO DPa3BUTHUS pPEOCHKA, BBISBICHUE
COMYTCTBYIOLIEH MaTOJIOTHH, muddepeHnmransHas JTMAarHOCTUKA
BEr€TOCOCYIUCTOTO CHUHAPOMA, CBOEBPEMEHHOE HA3HAUYEHHE KOHCYJIbTallui

CMCIKHBIX CIICHMAJIMCTOB — OCHOBHAJ 3a/1a4a rcauarpa.



Bpau-odranemornor. OCHOBHBIMU 3a/lauaMu HEMpoodTanbMOJIora SBISIETCS
BBISIBIICHUE 3aCTOMHBIX SIBICHHM Ha TJIa3HOM JIHE, aTpO(PUU 3pUTEIHHBIX HEPBOB,
Pa3BUBAIOIIUXCS B paMKax TuaponedaibHOro CHHIpOMA.

Bpau-opronen. JluarHoctuka au3paduueckoro craryca M COUYETaHHBIX
MMOPOKOB Pa3BUTUS, WX KOPPEKIMSA B KOMIUIEKCE C JICYCHUEM OCHOBHOTO
3a00seBaHusl.

Hetiponicuxosor. OnieHka ¥ KOPPEKIHs MCUXOMOTOPHOTO Pa3BUTHUsI peOeHKa
JI0 W TIOCJI€ MPOBEICHHOIO JICUCHUS, ICUX0TeparneBThuIeckas padborta ¢ peOEHKOM U
POAUTEINISIMU HA BCEX dTarax JeYEHUsI.

JlyueBas nuarsocruka.

Pentrenorpadus w/unu KT kpanuoBepreOpaibHON o00nacTu  (OMIHs)
MO3BOJISIET BBIABUTH cONMyTCcTBYIOMKEe MK KOCTHBIE aHOMATMK OCHOBaHUS Yeperna u
IEHHOTO OTJeNla T03BOHOYHHWKA: IUIaThOa3us, Oa3WISPHYI0 HMIIPECCHIO,
pacmmpeHue no3BoHOYHOro kaHana Ha ypoBHe CI-CIII, KOHKpeCleHIIMIO aTIaHTa,
TUINOIUIA3MI0  WJIM  aIlla3ui0  JOyr"M  ariiaHta, cuHiapoMm  Kiunmnens-®eins,
KU(OCKOIMO03, OJHAKO JaHHBbIE aHOMAJIMM HMMeeT MecTo Jiuimb B 20% ciayuyaes
manbpopmanuu Kuapu.

Haunbonee wuHpOpMaTUBHBIM MeTOAOM auarHocTuku MK sBisercs
MarautHope3oHaHcHass Tomorpadus (MPT) (crammapr). Ha MPT, mnomumo
ONyIIEHHs] MHMHJAIUKOB MO3KEYKa Hmke JuHuM Mak-Pes (cuumraercs
JUArHOCTUYECKUM 3HAYMMBIM OIYIIEHWE MHHAAINKOB OTHOCUTEIBHO Kpas
OOJBIIOTO 3aTBIJIOYHOTO OTBEPCTHS Ha 3-5 MM), MOXHO BBISIBUTH CIIEIYIOIIHE
MIPU3HAKU

1. Z-o6pa3nas aedopmarus MpoAOATOBATOIO MO3Ta.

2. UeTBepOXOJIMHOE CpalicHHeE.

3. MexTanaMu4yeckoe CpalieHue.

4. llepBukanmm3arus medulla oblongata.

5. Huzkoe npukpenieHne MO3K€4KOBOTO HaMETa.

6. YMeHbIIeHHbII 00beM 3a/IHEH YeperHON IMKU

COHYTCTBYIOH_II/IMI/I HaXOAKaMH SBJISKOTCA .
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1. Tunpouedanusi.

2. CHUpUHTOMHUENTUTUYECKUE TOJIOCTH B 00JIACTH KpaHUOBEPTEOPAIHHOTO
nepexoja.

3. N3onupoBansslii [V xkenynouek.

4. AreHe3us MO30JUCTOrO Tea.

Jleuenne anomaanu Kuapu

beccumnToMHo npoTekaromias anomanusi Kuapu He Hyxj1aercs B jieueHuu. B
cinydasix, korna aHomanuss Kuapu nposBisercs Julllb Haauuuem Oolieil B 1iee u
3aTbUIOYHOM 00JacTH, TNPOBOJAAT KOHCEPBATHUBHYIO TEpanHio, BKIIOYAIOIIYIO
aHaJNbreTUYECKUE, MPOTUBOBOCHAIUTEIbHBIE U MHUOPEIAKCUPYIOIINE TPEenapaThl.
Eciu anomamuss Kuapu conpoBOXKIaeTcsi HEBPOJIOTMYECKUMU HAPYIIECHUSMHU
(mape3bl, paccTpoiicTBa YyBCTBUTEIBHOCTH U MBIIIEYHOTO TOHYCA, HAPYIICHUS CO
CTOPOHBI ~ YEPEMHO-MO3TOBbIX HEPBOB MW IMp.) WIM HE MOAJAIOIIHUMCS
KOHCEPBATUBHOM Tepanuu 0O0JIEBBIM CUHIPOMOM, TO MOKAa3aHO €€ XUPYPruuecKoe
JICYCHHUE.

HaubGonee wacro B  nedeHun aHomanuu Kuapu  npumensercs
KpaHuoBepTeOpanbHas aekoMmrpeccusi. Ormepainus BKIIOYAaeT  pacIIdpeHHe
3aTBUIOYHOTO OTBEPCTHS 3a CUET y/IaJeHUsI YaCTH 3aThbUIOYHON KOCTH; TUKBUIAIIUIO
CHABJICHHs CTBOJA U CIMHHOTO MO3Ta 3a CUET PE3eKIMHW MUHAAINH MO3XKEYKa U
3aJIHUX TOJOBHUH JIBYX MEPBBIX MIEHHBIX TTO3BOHKOB; HOPMAJIU3AIUIO ITUPKYIISAINH
1epeOPOCTMHANBHON JKUIKOCTH TyTeM TOJIIMBAHUS B TBEPAYI0 MO3TOBYIO
000JIOUKY 3aryiaThl M3 MCKYCCTBEHHBIX MAaTEpPHAJIOB WJIM aJUIOTpaHCIUIaHTaTa. B
HEKOTOPBIX Cilydasx aHoManusi Kuapu neyuTcss mpu TMOMOIIM UTYHTHPYIOIUX
orepaluii, HampaBJICHHBIX HA JPEHUPOBAHHUE MEPEeOPOCIIMHATBHON KHUIKOCTU W3
PaCHIMPEHHOTO IIEHTPAJIBHOTO KaHama chuHHOro Mmosra. llepeOpocnuHanbHas
KUJKOCTb MOKET OTBOAUTHCS B TPYAHYIO WM  OpPIONIHYIO  MOJOCTh

(JTroMOOTIEpUTOHEATFHOE IPCHUPOBAHME).
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