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BBenenue

Anomanus Kuapu (cunnpom ApHonpaa-Kuapu) — 3aboneBanue, mpu KOTOPOM
CTPYKTYpPBI TOJIOBHOT'O MO3I'a, PAaCIOJIOKEHHBIE B 33 JHEN YEPEIHOM sIMKeE,
OIYUIIEHBI B Kay/1aJbHOM HANPAaBICHUU U BBIXOJAT Yepe3 OOJBIIOE 3aThIIIOYHOE
OTBEPCTHE.

B 3aBucumocTu ot tuna anomanus Kuapu MoxxeT nposiBIsSITHCS TOJIOBHOU 00JIbIO B
3aThUIKE, O0JIBIO B LIEHHOM OT/EJE, TOJIOBOKPYKEHUEM, HUCTarMOM, OOMOPOKaMH,
IU3apTpUEi, MO3)KEUKOBOM aTaKCUEN, ITape30M rOPTaHU, CHUKEHUEM CIIyXa U
IIYMOM B yIlIaX, HapylIeHUEeM 3peHusi, qucdarueil, 1bIxareJIbHbIMHU arHo?,
CTPUJIOPOM, PACCTPOICTBAMU UYBCTBUTEIBHOCTH, TUIOTPOPUEN MBIIIIL U
TETpanape3oM.

Anomanusa Kuapu nuarnoctupyercsa nyteM nposegenust MPT romoBHoro mosra,
HIEHHOr0 U TPYJHOTO OT/IEJIOB MO3BOHOYHUKA. AHOManusa Kuapu,
COTPOBOK/IAOIIASICSA CTOMKUM OOJIEBBIM CUHIPOMOM HJIM HEBPOJIOTMYECKUM
NeOUITUTOM, TOJIJIEKUT XUPYPTHIECKOMY JICUEHHUIO (IEKOMIPECCHs 3aHEH
YepernHoO SMKHU WM IIYHTUPYIOIIKE orepanun) B obactu coeTuHeHs yepena ¢
MTO3BOHOYHBIM CTOJIOOM HAaXOJHUTCS OOJIBIIIOE 3aTHUIOYHOE OTBEPCTHE, HA YPOBHE
KOTOPOTO CTBOJI TOJIOBHOTO MO3Ta MEPEXOAUT B CIMHHOM MO3T. BeIiie 3Toro
OTBEPCTHS JIOKAIU3YETCS 3a/AHSS YepenHas siMka. B Hell pacmnoio’KeH MOcCT,
MPOIOJIrOBATHIM MO3T U MO3Ke€uoK. AHOManusi Kuapu cBsizaHa ¢ BBIXOJIOM YacTH
AHATOMUYECKHUX CTPYKTYP 3aTHEH YePEIMHOM SMKHU B IMIPOCBET OOJIBIIIOTO
3aTBUIOYHOTr0 OTBepCTHs. [IpH 3TOM MPOUCXOIUT CAABICHUE HAXOISIINXCS B 3TOU
00J1aCTH CTPYKTYP MPOJIOITOBATOr0 M CIMHHOI'O MO3Ta, a TaK)Ke HapyIIeHUE
OTTOKa IIepeOPOCTTMHAIIBHOM JKHIKOCTH U3 TOJIOBHOTO MO3Ta, MMPUBOIAIIEE K
ruapouedanuu. Bmecte ¢ matuba3zuei, acCCUMUIISAIIUCH aTIaHTa | JIP. aHOMAJIHS
Kuapu oTHOCHTCS K BpOKJACHHBIM ITOPOKAM Pa3BUTHUS KPAHHOBEPTEOPATHHOTO
nepexo/a.

Anomanusa Kuapu BcTpeuaercs no pa3inuHbIM JaHHBIM Yy 3-8 yenoBek Ha 100
ThICSIY HaceseHus. B 3aBucuMocTtu oT Tuna anomanus Kuapu Mmoxer
JMAarHOCTUPOBATHLCS B MEPBBIE IHU MOCIE POXKACHUS peOEHKA WM CTaTh
HEOXKHUJIAaHHON HaXOJKOM y B3pocioro nanueHTta. B 80% cinydaeB anomanus
Kuapu coueraercst ¢ cCupuHromuenuei.

IIpuyuHbI BO3HUKHOBeHUA aHOManu Kuapu

Jo cux nop anomanusi Kuapu ocraercst 3a06oneBanriemM, 00 3THOJIOTUUA KOTOPOTO B
HEBPOJIOTUH HET €IMHOTO MHEHUs. Psiji aBTOpOB cunTaet, 4yTo anoManus Kuapu
CBSI3aHA C YMEHBILIEHHBIM Pa3MepOM 3aJHEH YePETHOU SIMKH, IPUBOISIIIIUM K



TOMY, YTO [0 MEPE POCTA PACIIOJIOKEHHBIX B HEW CTPYKTYP OHH HAaYUHAIOT
BBIXOJIUTh Yepe3 3aTbUIOYHOE OTBepCTHE. Jpyrue uccieqoBaTenu Npeamnoiarator,
yTt0o aHoManus Kuapu pa3BuBaercs B pe3yJbTaTe yBEIMYEHHBIX pa3MEpPOB
TOJIOBHOTO MO3Ta, KOTOPBIM P 3TOM KaK Obl BHITAJIKUBAET COJIEPKUMOE 3aHEM
YepernHoM IMKH Yepe3 3aTbIIIOYHOE OTBEPCTHUE.

CnpoBolpoBaTh NEPEX0] HEZHAYUTEIBHO BBIPAKEHHON aHOMAJIMH B
BBIPAKEHHYIO KIIMHUYECKYIO OpMy MOKET ruaponedanus, mpu KOTOPOu 3a cuer
YBEJIMUEHHUS JKETYJOUKOB yBeJIMYMBaeTcs o0uuii oobem mosra. [lockonbky
anomanus Kuapu Hapsay ¢ quciuiasueil KOCTHBIX CTPYKTYP
KpaHUOBEPTEOPAIBHOIO MEPEX0/ia COMPOBOKAACTCS HETOPA3BUTUEM CBSI30YHOTO
anmapara 3Toi obsactu, J100as YepernHo-M03roBasi TpaBMa MOKET IPUBOJIUTH K
yCYryOJIeHUI0 BKIMHEHHUS] MUHIAINH MO3KE€UKa B 3aThJIOUHOE OTBEPCTHE C
MaHu(pecTanren KIMHUYECKON KapTUHBI 3a00JIeBaHMS.

Knaccupuxauus

BreigenstoT 4 Tuma Manshopmanuu Kuapu:

1. Kuapu 1

[} CmenieHne MUHAAIUKOB Oosiee 5 MM.

[J Het cMerieHus CTBOJIa MO3ra U CYIIPaTEeHTOPUAIBHBIX aHOMAJIUM.
[ JlaHHBINH TUIT MATB(GOPMAITUX YACTO COUETACTCS C THAPOMHUCIIHCH,
CUPUHTOMHUEITUEH.

] Hu3kas yactoTa codueTaHus ¢ Tuapouedainei.

1. Kuapu II

[J KaynanbHOe cMelIeHre YepBs, CTBOJIa MO3Ta, 4 KeTy104Ka.

[] CoueTanue ¢ MUEJIOMEHUHTOIIENIE 1 MHOTHMH aHOMAJTUSIMU OOJIBIIIOTO
MO3ra.

[1 YacToe codetanue ¢ ruaporedarneil 1 CHpUHTOTHAPOMHUEITHCH.
2. Kuapu III

[] 3aTpImouHoOE 3HIEANIOLENE, CoepKallee JUCMOPPUUHYIO TKaHb MO3XKeUKa U
CTBOJIa MO3ra.

3. Kuapu IV



[ I'unoruiazus WM aruia3usi MO3KEUKa.

C HemaBHEro BpeMEHU K YeThIpeM OCHOBHBIM TutiaMm MK, noGaBieHsl eiie

JIBa PEJIKO HUCTIOIB3YEMbIX OMPEICIICHHUS.

Mansdopmanus Kuapu 0 tTuna (MK 0) - cocTosiHue npu KOTOPOM HUBKO
PacCIOI0KEHHbIC MUHIAIMHBI MO3KEUYKA BBIMOJHSAIOT BCIO OOJIBIIYIO 3aTHIOYHYIO
IIUCTEPHY, HO HE BBIXOSAT 3a €€ MpeIelibl. XapaKTepu3yeTcs «IeperoJHCHHOM
3a/IHEN YePEIHOM SIMKOW) U 4aCTO COYETAETCsl C aHATOMUYECKUMU abepparusiMu
o0J1acTu CTBOJIA TOJIOBHOT'O Mo3ra (00pazoBaHueM «ropba» Ha J0p3aJIbHON

IMOBCPXHOCTHU MOCTA, CMCHICHUCM IIPOA0JITOBATOI'O MO3Trd, HU3KUM
PAacCIIOJIOKCHUEM

obex — «3aBUKKI») U MPOTSHKECHHBIMH CHPUHTOMHUCIINYCCKUMHU KHCTaMH.
Manbsdopmanus Kuapu 1.5 Tuna nposiBiasieTcss AMCTONMMEH MUHIATUH

MO3KE€4Ka, HE3HAYUTEIBbHBIM pacTsHKeHUEM [V Kenyiouka ¥ CTBOJIa TOJI0OBHOIO
Mo3ra (BO3MOKHO JIETKOE €r0 YIUIOMIEHHE WIIM U3BUTOCTh) MUHUMAJIbHBIMU
U3MEHEHUSAMU CO CTOPOHBI OPAIbHBIX OTAEIOB CIMHHOIO Mo3ra. CorjiacHo
cyuiecTByroum onpeaeneHusm, MK 1.5 saBusercs nepexoHon, «1orpaHuYHON»
dbopmoii Mex Ty TTEPBBIM U BTOPBIM THUIIOM, COYeTarolel B cebe mpu3HaKu 000uX
TUTIOB TIATOJIOTUU WIT YMOPHOJIOTMYECKH HE3aBEPIIEHHBIM BApUAHTOM BTOPOTO
Tumna 6e3 COMyTCTBYIONIEH MUEIOUCIUIA3UN.

Knunnuyeckue nposiiienust MK y netei u B3poCiabpIX NPaKTUYECKH CXOXKH.

OpmHako ecTh OHO oTiune. B merckoit momynsmun 00Jiee 4aCThIM CHMIITOMOM
ssisercs sleep-apnea. [1o stoii mpuunne, MK 11 sBnsercst Beayieit mpuauHOMi
CMEPTH TPH JICUCHUU OOJLHBIX C MUEIIOANCIIIa3UsIMU ceroaus. [lomooHas
KatacTpoduueckas cuTyanus 0osiee XxapakTepHa AJisl AeTei Miaaiie 2 JieT,
0COOEHHO MIIafIe 3 MecsIEB.

BepkuBiue aeTu, nmpomeaiiie nepruoa BEICOKOTo pucka (3 mecsiia), XopoIio
ctabunu3upyrorcs. B otmmuuun ot 60mbHbIX ¢ MK I, y manuenToB ¢ MK 11



OTMEYaeTCsl YeTKasi B3aMMOCBSI3b MKy KIMHUYECKON KapTUHOW U BO3PacTOM
KIIMHUYECKON MaHHU(eCTaluu:

- Y HOBOPOKJEHHBIX 00BIYHO T€YEHUE OECCUMITOMHOE;

- y MJIQJICHIIEB B BO3pacTe 3 MecC. OOBIYHO UMEET MECTO CTBOJIOBasI TUCPYHKIUS B
BUJIE CTPUIOPA, BCICACTBUE Mape3a TOJ0COBBIX CBI30K, [IEHTPAIBLHOTO U
O0OCTPYKTHBHOTO alHO?, MHOT/1a C TIOTePEi CO3HAHUS, aCTIUPAIINH BCIIEICTBHUE
nucharuu;

- CTAapHINC BO3PACTHBIC I'PYIIIIBI XapPaKTCPUIYIOTCA IIPOABJICHUCM CIHUHAJBHOU U
MO3KE€UKOBON CUMIITOMATHUKH.

OCHOBHBIC KITUHUYCCKHUE MMPOABJICHUA YKAa3dHbI B CPCAHCM ITPOUCHTHOM
COOTHOIICHHUH OJIA y2106CTBa CpaBHHTGHBHOﬁ OLCHKHU NX 3HAYNMOCTH.

HeBposorudeckre cUMITOMBI MOXKHO pa3fenuthb Ha Il rpymmsr: cTBoOBEIE
(22%), cnunanbhblie (65%) n Mmo3xeukoBbie(11%).

B YaCTHOCTH, BBIABIIACTCA.

1. bons B meitHo-3aThII0YHOM 061acTu (60-70%). YacTo mpoBOLUPYETCS] CMEXOM,
YUXaHueM, KaimuieM (cumnToM Banbcanbsbl);

2. iBuratenbhbie paccTpoiicTa (40-74%), HapyIIEHUS] CYXOXKUIbHBIX pedIeKcoB

(38-52%), xionycel, c.badbunckn(28%), HETOBKOCTh, HEYKITFOKECTh IBUKCHU N
(15%);

3. UyBcTtBuTenbHble HapymeHus (50%);
4. Nucdarus (10%), napymenus nepuogudHoctu asixanus (10%);
5. Atakcus (20-40%), aucrarm (23-70%);

6.IIporpeccupyromuii CKOINO3 IPH COYSTAHUHN C CHPUHTOMHEIINEH OTMEYAeTCs B
30% cmyuaes.

JAunarnocTuka

Huarnoctuka Mmanbhopmaruu Kunapu oCHOBBIBa€TCS Ha COTIOCTaBICHUT
KIIMHUYECKUX U HEMPOBU3YAIN3AILIMOHHBIX ITPU3HAKOB.

[Ipenatanbuas auarHoctuka. ¥Y3U mnoaa (cranaapt): ruapouedanusi, onyieHue
MUHJAJIMKOB MO3:KeUKa, KOCBEHHbIE Mpu3Haku Spina bifida, cumnrom «1uMoHa,
«banaHay» u np. [Ipu cTaHAapTHOM YJIBTPa3BYKOBOM HCCIICIOBAHUU I1JI01a Ha
TPEThEM TPUMECTPE OEPEMEHHOCTH BO3MOIKHO BBISBUTH THIPOIIE(aIHIO.



Manspopmanust Kuapu coueraercs ¢ 20% BHYTpUYTPOOHO BBISIBIEHHOM
ruaponedanueil. Hanmuuue y minona manspopmanuu Kuapu Il Tuna moxer
ABJIATHCS ONEPATUBHOTO POJAOPA3PEIIEHUS ISl IPEIOTBPAILCHHUS] HHTPAHATAIbHOM
TpaBMBbI IIEHTPaJIbHON HepBHOMU cucTembl (onmus). MPT minona (omnmus):
HCKJTIOYAIOT KPAHHOCUHOCTO3 M 00BEMHOE 00pa30BaHUE B KAUE€CTBE MPUUMHBI
OIYUICHUS] MUHJAIUKOB MO3KEUKa.

[locTHaTanbHas nuarHoctuka. [lepssie npuznaku MK MoryT ObITh YCTaHOBIJIEHBI
pu 0cMOTpe peOeHKa. 3aiayaMu Bpaueil-CleinaiicToB, IIPU ITOM, SBISETCS
BBISIBJICHUE KJIMHUYECKUX MPOSBICHUN 3a001eBaHus, Au3paduyeckoro craryca u
COIIYTCTBYIOILUX IIOPOKOB Pa3BUTHSIL.

Bpau-ueBponarosor. O1eHka NCUXOMOTOPHOTO pa3BUTHUs peOeHKa, paHHEee
BBISIBJICHUE HEBPOJOTUYECKUX MPOSBICHHM (0c000€ BHUMAHUE 3aCITyKUBACT
OLICHKA MPOSBJICHUN TUNIEPTEH3NOHHO-TUAPOLIE(DATBHBIN CHHApPOMA),
JUCIIAaHCEPHOE HAOJIOICHHE MAIIMEHTOB Ha BCEX ATanax 00CiIeI0BaHUs U JICUCHHUS
— OCHOBHBI€ 3aJ1a4u JE€TCKOr0 HEBPOJIOTa.

Bpaq—nenHan. OHGHKa IMICUXOMOTOPHOT'O PAa3BUTHUA p€6€HKa, BBISIBJICHHUC
OHYTCTBYIOHIGﬁ I1aTOJIOTHUH, I[I/I(l)(i)epeHHI/IaJII)Ha}I ANATrHOCTUKA BEICTOCOCYAUCTOIO
CuHIApoMa, CBOCBPCMCHHOC HA3HAYCHUC KOHCYJIBTEIHI/Iﬁ CMC)KHBIX CIICHHAJINCTOB —
OCHOBHAJA 3aJa4a 1rneanuarpa.

Bpau-odranemonor. OCHOBHBIMHU 3a1a4aMH HEUPOOPTAIbMOJIOTa SBIISETCS
BBISIBJICHUE 3aCTOMHBIX SIBJICHUH HA TJIA3HOM JIHE, aTpO(UU 3pUTEIHHBIX HEPBOB,
Pa3BHUBAIOLIUXCS B paAMKax rUapoledarbHOro CHHIPOMA.

Bpau-optonen. Jlnarnoctuka nqu3paduueckoro craryca U COYETaHHBIX MMOPOKOB
Pa3BUTHS, KX KOPPEKIUS B KOMILIEKCE C JICYCHHEM OCHOBHOTO 3a00JI€BaHUS.

Heiiponicuxomnor. OneHka U KOpPEKIHs ICHXOMOTOPHOTO Pa3BUTHs peOeHKa 10 U
MOCJIe TIPOBEICHHOTO JICYCHHMSI, IICHXOTepaneBTHIeckas padborta ¢ peOeHKOM U
POAUTENISIMU HA BCEX ATAIax JCYECHUSI.

JlyyeBasg nuarHocTHka.

Pentrenorpadus n/unu KT kpanuoBepTedbpanbHOit 061acTu (OMIHs) TO3BOJISIET
BBIABUTH cONyTCTBYIOMKE MK KOCTHBIE aHOMaIMK OCHOBAHHUS YEPENa U IIEHHOTO
OT/IeJIa TTO3BOHOYHUKA: TTaTHOA3HsI, 0a3WISIPHYIO0 UMIIPECCHUIO, PACIITUPEHUE
mo3BoHOYHOTO KaHana Ha ypoBHe Cl-CIII, koHKpecIeHInIo aTiaaHTa, THITOIIA3HI0
WJIM aruvia3uio Ayry atianta, cunjapom Kiunnens-deitns, kudockonnos, 0THAKO
JTAaHHBIE aHOMAJIMU UMeeT MecTo Jiniilb B 20% cityyaeB manbshopmanuu Kuapu.



Haubonee nndopmatuBasiM MeTo0oM nuarnoctuku MK sBisieTcs
MarHutHope3zoHaHcHast Tomorpadust (MPT) (crannapt). Ha MPT, nomumo
OMYIIEHUs] MUHJIAJTUKOB MO3KEUKa HIbKe JIMHUU Mak-Pes (cuurtaercs
JTUArHOCTUYECKUM 3HAYUMBIM OMYIICHUE MUHIAIMKOB OTHOCUTEIBHO Kpast
OOJIBIIOTO 3aThJIOYHOTO OTBEPCTHUS HA 3-5 MM), MOXKHO BBISIBUTH CJICIYIOIIHE
MIPU3HAKU:

1. Z-o6pa3nas gedopmanus NpoAoJArOBaTOro0 MO3ra.
2. YeTBepoXOJIMHOE CpallleHue.

3. MexTanaMu4yecKoe CpalieHue.

4. llepBukanuzanust medulla oblongata.

5. Hu3koe mpuKperuieHne Mo3)Ke4KOBOTO HAMETa.

6. YMEHbIIECHHBIN 00beM 3aJHEH YepEerHON IMKH
ConyTCTBYIOIIMMH HAXOAKAMU SBIISTFOTCS:

1. T'unpouedanusi.

2. CI/IpI/IHI‘OMI/IGHI/ITI/IIIGCKI/Ie ITOJIOCTH B 00JIaCTH KpaHI/IOBepT€6paJILHOFO
nepexoaa.

3. N3onupoBanHslil [V xenygouexk.
4. AreHes3us MO30JUCTOrO Tea.
Jleyenue anomannu Kuapu

beccumnToMHO nporekaronias anomanusa Kuapu He Hykaaetcs B JieueHuu. B
CiIydasiX, Korja anoMmanusi Kuapu nposiisieTcs Juiib HamudreM 0oJieil B 1mee u
3aTBUIOYHOM 00JIaCTH, TPOBOJIAT KOHCEPBATUBHYIO TEPAIUIO, BKIIOYAIOIYIO
AHAJIBI€TUYECKUE, TPOTUBOBOCITAJIUTEIIBHBIE U MUOPEIAKCUPYIOLIME ITpenapaThl.

Ecnn anomanusa Knapu conpoBoxaaeTcsi HEBpOJIOTrHYECKUMU HAPYIIEHUSIMU
(mapesbl, pacCTpOMCTBA YYBCTBUTEIBHOCTU U MBIIIEYHOT'O TOHYCA, HAPYILICHHUS CO
CTOPOHBI YEPETTHO-MO3TOBBIX HEPBOB U Mp.) WU HE MOAAAIOIIUMCS
KOHCEpPBAaTUBHOW Tepanuu 00JEBBIM CUHJIPOMOM, TO TTOKA3aHO €€ XUPYPruuecKoe
JICYCHHUE.

HaubGonee yacto B neuennn anomanuu Kuapu npumeHsiercs
KpaHHoBepTeOpanbHas AekoMipeccus. Onepanus BKIOYAET pacliupeHue
3aTBUIOYHOTO OTBEPCTHS 3a CUET YAAIECHUS YaCTH 3aThUIIOYHON KOCTH;



JUKBHUJIAIAIO CIABJICHHSI CTBOJIA M CTUHHOTO MO3Ta 3a CYET PE3CKIIMH MUHIATHH
MO3KEYKa U 33]THUX IMOJOBUH JABYX MEPBBIX MICHHBIX MTO3BOHKOB; HOPMATH3AIUIO
IUPKYJISIHAH [IepeOPOCTTMHATIBHON )KUIKOCTH ITyTEM MOANIUBAHMS B TBEPIYIO
MO3TOBYIO 000JIOUKY 3aIlIaThl U3 HCKYCCTBEHHBIX MAaTEPHAJIOB MU
aJuIoTpaHCIUIaHTaTa. B HEKOTOPBIX ciaydasx anHoManusa Kuapu neuntcs npu
TTOMOIIY IITYHTUPYOIIMX ONIEPAIINii, HAPABJIEHHBIX HA PCHUPOBAHUE
1epeOpOCTMHAIBHON KUAKOCTH U3 PACIIMPEHHOTO IIEHTPATBHOTO KaHasla
cnuHHOTO Mo3ra. llepeOpocnuHanbHas KUIKOCTh MOXKET OTBOJUTHCS B TPYAHYIO
WM OPIONIHYIO TIOJIOCTH (JIFOMOONEPUTOHEATHHOE IPEHUPOBAHHUE).
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