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[ Mnonna3nsa Mo3XedKa

JlaHHBIM TePMUHOM O0beTUHAETCA OOJIbIIIAsA IPYIIHA ATAKTUUYECKUX
CUHIPOMOB, XapaKTEePUIYIOIUXCA HAPYIHIEHUEM HOPMAaJILHOTO
OTHOTE€HETUYECKOT'0 Pa3BUTUA U AUPPEPEHITUPOBKHN KAK PA3TUYHBIX
yacren MO3?K€4YKa, TaK 1 OTAE/IbHbIX KJIETOYHBIX CJIOEB €I'0 KOPbI
[Biuyn G., 1991].

K M03:Ke4KOBOU TUIIOIJIA3UH MOXKET IIPHUBOAUTD BO3/IEHCTBUE
Pa3zHOOOPpa3HbBIX HK30T€HHBIX (PAKTOPOB (TaKHX KaK BHYTPUYTPOOHAs
IIUTOMETAJIOBUPYCHAsA NH(QEKIIHA, aBUTAMHUHO3, IPUMEHEHUE
pEHTreHOTepaIlii y MaTepH BO BpeMsi 0epeMeHHOCTH U JIp.).

He MeHee ueM B IIOJIOBHHE CJIydaeB BPOKAeHHAs TUIIOILIA3UsI
MO3Ke€UKa HOCUT HacJIEICTBEHHBIN XapaKTep U CBsI3aHa ¢ MyTallusaMU
pa3/JIMYHBIX A7epHbIX T'eHOB [Sanner G., Hagberg B., 1974; Harding A.,
1984]. Uare Bcero HaOJII0faeTCsl ayTOCOMHO-PEIECCUBHBIMN TUIT
HacJIeIOBaHUsI O0JIE3HU; B OTAEJILHBIX CEMbAX 3a00JIEBAHUE MOKET
IepeaBaThCs II0 ayTOCOMHO-JOMHUHAHTHOMY U X-CILIeIIJIEHHOMY
THIIAM.
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« Kitaccudpurkanusa popM rumnoiviasuv MO3:KeuKa
(Patel S, Barkovich AJ, 2002):

e A.DoxanrvHan 2unonaa3us

1.1130/1mpoBaHHasA TUNOILIA3UA YEPBA

2.M30/1MpoBaHHAs THIOIIA3UA OJHON re MU C(PEPDI

e B. I'enepaau3zosaHHasn 2unonaa3us

1. C pacimupenueM 1V xenmymouka, komiieke Dandy-Walker

2. C HopMayIbHBIM 1V KenyioukoM

a. C HOPMAJIbHBIM MOCTOM

b. ¢ rumnomIazueir MocTa

C. C HOpMaJIbHBIM CTPOEHUEM H3BUJINH IOJIyIIapUi

MO3:KEUKa

a) moHToIepebesIsipHasa runomnazuss bapra, Tumn I u 11

 b) nepebesuisipHasn rumnoIiasua 6e3 onpeaeIeHHON
cnenu(PUIHOCTU
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. 'eHEepa/In30BaHHAA TNIOILJIA3UA C
pacmupeHueM IV keayaodka
(Dandy—Walker Continuum).

AHoMaHsA CTPYKTYP 3a/lHel UepeIrHol sSsMKH Obljla BIIEePBBIE ONKUcaHa B
1914 r. amepukaackuM xupyprom Walter E. Dandy u amepukasnckum
BpauoM Kenneth D. Blackfan . B 1954 roay Benda nipeziyiozkun TepmuH
«a"Homasud Jleaau—yYokepa».

D’Agostino (1963) u Hart et al (1972) BeIzieInIn XxapakTEPHYIO TPHUALY
aHoMmasinu /lesau—yYoxkepa:

- NO/THAA WAU HACTNUYHAA A2eHe3USL HePBS MO3JHceHKa,

- xucmo3Haa ouwramauus IV xceayoouxa,

- pacuwupeue 3adHeil HepenHoil AMKU CO CMeuwleHUEeM 8BePX
AAMEePAABbHBIX CUHYCO8, HaMema MO3XceuKa U cmokxka
CUHYCoa8.

Knaccuueckasa anomanus JleHau—Yokepa BCTpeUaeTes C YaCTOTOM 1 Ha
25000—30000 HOBOPOXK/€HHBIX.
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Anomanus Jlennu—Yokepa (DWM) npencrasnser coboii BposkaeHHBII MOPOK pa3BUTHS
kpeimy 1 Vokenynouka v gepBs Mo3Keuka, BEIyIIMI K HEMOJHOMY PACKPBITHIO CPEIUHHON
(Masxannn) n narepansnoil (JIymku) anepryp IV skenynouxa.

[TpyuunHO¥ ManbhopMaluK ABISETCS MEPCUCTEHIINS epeaHeld MeMOpaHO3HOM 00acTH ¢ €€
pacIIupeHrueM U IPbDKEBUIHBIM BBITITUMBAHUEM MEXY JaTepalbHBIMK 3a4aTKaMH YEPBs
MO3KEUKa U COCYIAUCTOTO CIUICTEHUS.

CortacHo 310i1 ke Teopun kpsimia 111 skemymnouka nognumaercst BBepx, Hapymiast
dopmupoBanre MO30MCTOrO Tena. Ilarogornyeckre HakTOphl, BEAYIIHNE K TAKAM
HapyLIEHUSAM JIOJKHBI BO3eiCTBOBATh HA pa3BUBaroIuiica Mo3r B nepuos 7—10 Henens
recTanuu. 3a00JeBaHUe TPOSABISIETCS MPU3HAKAMU THAPOIChATNH, HEPEAKO THAPOMEIHH.

Pamonornuecknmu npusnakamn Dandy—Walker Malformation ssasercs
YBEJIMUYECHUE PA3MEPOB YEpENa ¢ XapaKTEPHOU UCTOHUYEHHOM BBICTYNAIOIIECH 3aThUIOYHON
qacThio, pacimpenne [V xemymouka, BEICOKOE PaCoIOKEHHE HAMETA MO3KEUKA, BEHO3HBIX
CHHYCOB, CTOKAa CUHYCOB M PaCIIMPEHUE 3aHEU YEPENHON IMKU. JIaTepalibHbIE CUHYCBI
OKa3bIBAIOTCS CMEIICHHBIMU BBEPX U MPH CIUSHUU C CAaTUTTaJIbHBIM CUHYCOM 00pa3yroT
MHBEPTHPOBAHHBIN 3HaK Y. OTCYTCTBYET CEpIl MO3KeUKa. | UIIOIIa3Hs YepBs MO3KEUKa
JIyUII€ ONPEAEIACTCS MPU NPOBEACHUU CPEIMHHOTO CaruTTAIBLHOTO cpesa. [lomymapus
MO3K€UKa MOTYT OBbITh THMIOIIJIACTUYHBIMHU.




1. xapaktepHas Tpnaga npu Dandy-Walker
Malformation: runonnasus 4yepss Mo3xeyka (vermis),
KnctoobpasHoe paclumpenue IV xenynouka (4V),
paclimpeHHas 3agHevepenHas ssMkKa C BbICOKO
pacnonoXeHHbIM ANCMNACTUYHBIM HAMETOM
MO3Xe4Ka, BEHO3HbIMKU cnHycamu (Spyros S. Kollias
et al, 1993).

2. caruttanbHoe T1-weighted nsobpaxeHue,
AEMOHCTpUpYoLLee rmnonsiacTUYHbIN YepBb
MO3Xe4yKa (CTperika), NPUNoaHATbLIN BBEPX
pacwumpeHHbiM IV xenygovkom (Spyros S. Kollias et
al, 1993).

3. caruttanbHoe T1-weighted nsobpaxeHue,
AEMOHCTpUpYoLee rmnonsiacTUyHbIN YepBb
MO3)Xe4Ka, NPUNOAHATLIN BBEPX pacLUMPEHHbIM IV
XenyaovkoM, paclumpeHue 3agHen YepernHom AMKu C
NPUNOLAHATBIM ANCNNACTUYHLIM HAMETOM MO3Xe4Ka
(matepuansl HTL MHW, (Cksopuos U.A., 2009).

4.caruttansHoe T1-weighted nsobpaxeHue,
AEMOHCTpUpYtoLiee rmnonsiacTUYHbIN YepBb
MO3XKeuyKa, NPUNOaHATLIN BBEPX paclunpeHHbIM IV
Xenyao4vkom, rugpo-LedarnbHoe paclumpeHme
BOKOBbIX XenyaoykoB (CoObCTBEHHbIE MaTepuarnsl,
KnenméHosa N.C., 2010).
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Knuaunueckre nposBieHUs aHOMAIUU JleHar— Yokepa BKIHOUAOT 3aAEPKKY
IICUXOMOTOPHOTO Pa3BUTHS, MaKpolePanrio, TUApoIeaaIuio pa3IuaHOMN
crenenn BeipaxkeHHoctn (Niesen CE et al, 2002).

CreneHpb 3aJIEPAKKA TICUXOMOTOPHOTO Pa3BUTHS M JAJTBHEUIIINN TPOTHO3
3aBUCST OT Hannuusa conyTcTByromux anomann [IHC n BHyTpeHHUX
OPTaHOB.

ITpu uzomuposannoii DWM, equnHcTBEHHBIM IPU3HAKOM MOXKET OBITE
MaTOJIOTUYECKUN IPUPOCT OKPY>KHOCTHU TOJI0BBI. Makpoiiedanus 0ObIYHO
SBIIICTCS CIICICTBUEM THpOIe(aiy, B HEKOTOPHIX CIydYasX OHa CBS3aHa C
paclIMpeHUEeM 3aJIHEH YepEerHOM IMKH, IIPU 3TOM Yepel IpruoopeTacT
XapaKTEPHYIO Jonuxouedannieckyro (GhopmMy ¢ BBICTYAOIUMH
3aTBUIOYHBIMUA OyTpaMHu.

JI1s1 OONBIIMHCTBA JIETEH XapaKTePHbI aTaKTUYECKU CUHAPOM, MbIIICUHAS
TUIIOTOHUS WJIM CITACTUYHOCTb, HapyleHue (OPMUPOBAHUS MEIKOH MOTOPUKH

(Gupta PK et al, 2000).

Merorcst JaHHble 0 AUCQYHKLIUU ABIXaTeIBHOIO LIEHTPA CTBOJA MO3Ia, YTO
MOKET IPOBOLMPOBATEL IPUCTYIEI anHod ¥ 15-30 7% manuenTos.
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V3BecTHA pOJIb MO3KE€UKa B KOHTPOJIE U UHTETPAIIUH MOTOPHOU
nesaTeabHOCTU. OZIHAKO, eT0 MHOTOUYHCJIEHHBIE CBA3U C ACCOITMAaTUBHBIMU U
IapajnMONYecKUMU 00JIaCTAMU KOPbI MO3Ta, JIesKaT B OCHOBE BJIUSHUSA
MO3’K€eUKa Ha IT03HaBaTEJIbHYIO AeATEIbHOCTD, PETYJIAINIO OMOIINM, TOHKOU
MOTOPUKHU, SKCIIPECCUBHOU pPeUM, YCTHOM IMaMsTH, CIIOCOOHOCTHU K
m1aHupoBanuio (Schmahmann J., 1991; Kanamuaukosa JI.A., 2001; Philip N
et al, 2003).

HapyiieHus B cTpoeHUH U QYHKIIUHU APYTUX OPTaHOB U CUCTEM B COUETAHMHU C
KJIaCCUUeCKOM TPUaAou Imopoka JleHan—Yokepa Ha3bIBalOT CUHAPOMOM
Heumgu—-Yokepa (DWMS), aTrosiorus cuHAPOMa Beeraa TpebyeT yTouHeHUs
Y VCKJIIOUEHUS HACJIEICTBEHHOTO reHe3a.

BosIBIINHCTBO TOPOKOB pa3BuTus /leHau—Yokepa ABjdeTcA
criopaguueckuMu. baza manHbIx Possum coobi1tiaeT o 6 ayTocOMHO-
JIOMUHAHTHBIX U 37 ayTOCOMHO-PELECCUBHBIX CUHPOMAX, KOTOPbIE MOTYT
OBITH CBsI3aHBI ¢ KOMILIEKCOM JleH/in—Yokepa, 0cOOEHHOCThIO 3THUX
CUHJIPOMOB ABJIAETCA COUETaHUE C MHOXKECTBEHHBIMU aHOMAJIUAMHU
BHyTpeHHUX opraHoB (Genevieve Lefort et al, 2001). Wakeling EL et al (2002)
COODIITAIOT O ciIydae X-CIellJIEHHOTO Hacjie/loBaHus BapruaHTa JleHu-
Yokepa.
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. 'enepann3zoBaHHaA nepeodeIApHasd
TUIIOILIA3UA C HOPMAJIBHBIM IV KeJIyTOUKOM

% B xiaccudukanmy aHoMaJIMK MO3KedKa, IIpeyiokeaHou Patel S u
Barkovich AJ. (2002) kak moakJiacc BelJieJIeHa reHepaJIn30BaHHAA
TUIIOIIA3USI MO3:KeuKka 0e3 pacliupeHus 3a/iHel YepelHOU SIMKU 1
KHUCTHI IV Kerymouka.

+» K oTol rpynne OTHOCATCS BCE CJIydad COUYETAaHHOM TMIOIJIa3UuH
YyepBsA U MOJIYIIapUU MO3KeUKa pa3HOU CTelleHH BbIPAYKEHHOCTH.

+» B rpyiire BolJieJIeHBI /IBa MIOJAKJIACCA B 3aBUCUMOCTU OT HAJIMYUUA UJIA
OTCYTCTBHS TMIOIIA3UH CTPYKTYP CTBOJIA U MIPOJ0JTOBAaTOrO MO3Ta.




1. carutTanbHoe T1l-weighted nsobpaxeHune, 4EMOHCTPUPYET reHEPanNM3oBaHHYH rMMNOMNIasno Mo3Xxedka npu
HOpMarsbHbIX padMepax 3a4HeN YepenHom SMKM acCOLMMPOBAHHYIO C rMnonnasnen MocTta u NpogosiroBaToro
Mo3ra npu HopMarnbHbIX pasMmepax 3agHen YepenHon simku (Patel S, Barkovich AJ., 2003).

2. carnttanbHoe T1l-weighted nsobpaxxeHne reHepann3oBaHHOM rMNonnasnmn YepBesi, NoNyLapun Mo3xeyvka
accoLUMMpPOBaHHbIX C rMnonsiasmen MocTa n NPogosIroBaToro Mo3ra Npy HopMarbHbIX pa3mepax 3agHemn YepenHom
amMkm (gaHHble HTL MHW, Ckesopuos N.A., 2009).

3. caruTtTtanbHoe u opoHTanbHoe T1l-weighted nsobpaxkeHne reHepann3oBaHHONM rMNonnasnm YepBesi, NoNyLapun
MO3)KeuYKa Npu HopMarbHbIX pasMmepax 3agHen YepenHom SSMKU 1 CTBOS1a Mo3ra (p,aHHble HTL, NMHW, Cxeopuos W.
A, 2009). — .
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. X-cuemieHnasi nepeodeIsipHas THIOIJIA3Hs

DeHOTUNNYECKHUE MPOSBICHUS CUHIpOMa BKJIIOUAIOT Makpoledauio,
IVCIUIACTUYHOE JIUIO, BBICOKUUA POCT, TUIIOTCHUTAIIN3M.

KimHanyeckue nmpusHaky 3a00JeBaHus MpeacTaBIeHbl UM Py3HONH MBIIIICYHON
TUIIOTOHUEH, 3aJIEP>KKOM pa3BUTHSI ICUXOMOTOPHBIX (PYHKIIMA U CTpaOU3MOM,
C BO3PAaCcTOM MPHUCOETUHACTCS MUOKJIOHAYECKAS SMUJIETICUS, TTOSBIISIOTCS
MPU3HAKA YMCTBEHHOM OTCTAJIOCTH, CTETIEHh BBIPAXKEHHOCTH aTAKTUYECKOTO
CHUHJIpoMa BapuaOeibHa.

DEeHOTUNNYECKUE 0COOCHHOCTH JKEHIIIUH HOCUTEJIbHUII MyTaHTHOTO T'e€Ha
BapuaOeIbHbl M1 MOTYT BKJIIOUATh KaK MOJIHOE OTCYTCTBUE IIPHU3HAKOB
MaTOJIOTUM, TaK U SIBJICHUS YMEPEHHOTO JIMIIEBOTO AU3MOp(H3Ma, HApyIICHUE
KOTHUTUBHBIX (DYHKITHH.

VY OOJBIIMHCTBA NAIIUEHTOB HEUPOBU3YAIN3AIMSI BBISBIISCT
CYIIPATEHTOPUAIIBHBIE CTPYKTYPHBIE U3MEHECHHUS B BUJIC PACIIUPECHUS
dKCTpaliepeOpaIbHBIX NPOCTPAHCTB, BEHTPUKYyIoMeranuu, arpodun nuclei
caudate. XapakTepHble CyOTEHTOpHAIBbHBIE CTPYKTYpHbIE HApyLIEHHs
BKJTFOYAKOT PA3JIMYHYIO0 CTENEHb TMITOIUIA3UH YE€PBA U TOJYIIAPAN MO3XKEUKA C
paciIupeHueM OOJIbIION 3aThIJIOYHOM IIMCTEPHBI.
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. PHACE syndrome

IlepeOemnsipHas TUIIOIIIA3Us ¢ TEMAHTMOMOM JIMIla BIIEPBBIC ONKMCaHa

Pascual-Castroviejo I (1978).

B 1981r. Sawaya u McLaurin, ananusupys coO6cTBEeHHBIE HAOTIONEHHS 1
JIaHHBIE JIMTEPATYPhI, OOpAaTHIX BHUMAHKE Ha aCCOIUALIMIO MEXKITY
Dandy-Walker malformation u remanrnomamu nuua. Iosxe
Frieden IJ ¢ coasropamu (1996) Gbuta npemnoxena abopesuarypa
PHACE s 0603Ha4uenus cuaapoMa BKIIFOYAIOIIETO MaIb()OpMaIK
3aJIHEW YEPETTHOMN SIMKH, TEMAHTUOMBI, aHOMAJIUIO aApTEPUM, KOAPKTALIUIO
a0pPTHI, BPOXKIEHHEIN IIOPOK CEPALA M IATOJIOTHIO IJIa3.

MHorue HCCJICAOBAHUA ITOATBCPIKAAOT I'CTCPOIrCHHOCTh CHUHAPOMA,
BO3MOXHO OTCYTCTBHC B €TI0 CTPYKTYPC OAHOI'O UJIN 00JIe€ KOMIIOHEHTOB

(Metry et al., 2001).

OnpenensromyuMy IpU3HaKaMH 3a00JIEBaHUS ABJISIIOTCS TeMAHTHOMBI JIMIA U
aHOMAJIUM MO3KEUKa, KOTOphle MOIyT ObITh npeacrasienst DWM nn
nepedeIUIIpHON THomIasKell (4acTo acHMMETPHUYHOM), epebeIapHOil
KOPTUKAJIbHOW TUCTIIA3UEN.




CarnttanbHoe un ppoHTansHoe T1-weighted nsobpaxeHue
aCUMMETPUYHOM rMnonnasnum YepBsa 1 nonyLapuimn Mosxedka rnpu
HOpMarsibHbIX pasmepax 3agHen YepernHon SMKM U CTBona mMo3ra y pebeHka
¢ PHACE syndrome (cobcTtBeHHble aaHHble KnenméHosa A.C., 2010).




% Ritscher—Schinzel syndrome.

Cunapom 6611 onucal y asyx cectép Ritscher u coasropamu 8 1987
roxy. OfHa U3 IeBOYEK NOTUOIIa, BEPOATHO, BCIEACTBHE AUC(YHKINM
BEHTPHKYJIIPHOTO IIYHTa, Y BTOPOM ¢ BO3PACTOM BBISBUIINCH KOTHUTHBHEIE
napymenus 1 ummyHoneduiut (Zankl et al., 2003).

Hetiposusyanusanus Beissemia y gereii Dandy-Walker malformation
aCCOLIMUPOBAHHYIO C TIOPOKOM CEPIIA.

Verloes u coasrops (1989) mpumenmmu tepmun «3C syndrome»
0003HAUMBIINN KpAaHUO-1IEPEOEII0-KAPAUATBHYIO JUCILIA3HIO.

[Tanentsl ¢ Ritscher—Schinzel cunnpomom umenu runonnazuro
MO3K€YKa, THUIIEPTEIOPH3M, aHTUMOHTOJIOUIHBINA Pa3pes a3, HU3KO
PACIIOJIOKEHHBIE YITHBIE PAKOBHHBI, IOCTHATAIBHYIO 3a€PKKY POCTa,
IIOPOKH CEP/IId, HAPYIIEHHE PA3BUTHUS TICHXOMOTOPHBIX (DYHKIUIA.

B cTpykType 3a00/I€BaHMs OIHUCAHBI OQHOCTOPOHHS IIOTEPS CIIyXa
nedumut ropmona pocra (Wheeler et al., 1999). Donahue u Ryan
(1995) npusonsaT nanHBIE O CiIydae HOATBEPKAEHHON JEIEHUH B
xpomocome 8q21-22 y maumenta ¢ cungpomom Ritscher—Schinzel.
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. Hoyeraal-Hreidarsson syndrome.

B 1988 rony Hreidarsson c coasropamu onucany MaabiuKa yMEPILETO B BO3PACTe
23 mecsaues. OH cTpasan BpOXKIAEHHON TPOMOOLUTOIIEHUEN, UMET MUKPOLEDAIIHIO,
HEWPOBU3YaIM3aLMs BhIABUIIA IPU3HAKY THITONJIA3MM MO3KEUKa 1
TIEPUBEHTPUKYJISAPHBIE KaabLH(DUKATEL.

[Toru0d peOEHOK BCIIEACTBUE MPOTPECCUPYIONIETO HHPEKIIMOHHOTO Mpoiiecca Ha (OoHE
nannuronenuu. Hreidarsson ormerui, uto onucanue mogo6HOro HaGMOAEHHS
6su10 caenano Hoyeraal ¢ coasropamu B 1970 rony.

Hoyeraal-Hreidarsson syndrome — mynsrucucremuoe 3a6onesanue
XapaKTepu3ytolieecss BpOKAEHHON 3a/Iep)KKOM poCcTa, BTOPUYHOM MUKpoliedanueH,
HapyIIEHUEM Pa3BUTHUS IICUXOMOTOPHBIX (DYHKIIMN, aTaKCUeH, UMMYHOAEDUIIUTOM,
MPOrPECCUPYIONIUMHU U3MEHEHUSMU B KOCTHOM MO3T€ C Pa3BUTHUEM MAHIIUTONICHUH,
OMUCaHbl TEHEPAIU30BaHHAs JTUM(POaJECHONATUS U T€NaTOCIICHOMET alusl.

CuHIpOM Hacaenyercs no X-clUelleHHoMy Tully, cs3an ¢ myramnueii rena DKCI na
xpomocome Xq28 (Sznajer et al., 2003). TunuunbM npusHAKOM 3a60I€BAHKS
ABJISIETCS LepeOeUIspHas THITOIIa3Ksl, TUCTOJOTHYECKOE UCCIIEIOBAHNE BhISBISET
HapyILEHHE OPraHU3aLUN KOPbl MO3KEUKA ¢ TMIIOIIa3MeN TPAHYIIIPHOTO CIIOSI

(Berthet et al., 1994).




. BpoxaéHHass HENPOrpeCCUPYIOIIAS ATAKCHSA.

K nanHo# rpynmne OTHOCSTCS NAllUeHThl, HE UMEIOIINE MPU3HAKOB MH(PEKIIMOHHOTO
nopaxxenus: [IHC, nepeHecEHHOro nepruHaTaIbHOTO MHCYJIBTA, MallbPopMaIuu
MO3KEUKa, B TOM YUCII€ UACHTU(PUIMPOBAHHBIX HACJIEACTBEHHBIX CUHAPOMOB

(Steinlin et al., 1998Db).

Knunnueckue npuszHaku 3a00JI€BaHUS BKIIIOUAIOT BPOXKAECHHYIO HEITPOTPECCUPYIOIY IO
aTaKCUI0, MACKUPYIOLIYIOCS MBIIIEYHOM TUITIOTOHUEN B pAaHHEM BO3PAaCTE, a TAKKE
3aIEP>KKY Pa3BUTHUS TICUXOMOTOPHBIX (DYHKITUMA.

TunuyHble CUMIOTOMBI MMOPAKCHUA MO3KCHKA, BKITIOYAIOIIUEC TYJIOBUIIHYIO ATAKCHUIO,

WHTEHIMOHHBIN TPEMOP, IU3aAPTPUIO, MOSBISIOTCA C BO3PACTOM IO MEPE CO3PEBAHUS
[HHC.

VY Bcex manueHTOB HAOMIOAAETCS] HAPYILICHUE KOTHUTUBHBIX (DYHKIIUM pa3IMIHON
CTETIEHU TSXKECTH, OTMEYAETCS BBICOKAsl YaCTOTa CYAOPOKHBIX MIPUCTYIIOB, KPOME TOTO
UMEIOTCS CBEJICHUSI 00 ayTUCTUYECKOM TTOBEICHHUU.

HelipoBusyanuszanys He BBIABISET BHIPAXKEHHOTO YMEHBIIEHHS 00bEMA MO3KEUKA, HO
YaCTO ONPEAENIAETCS paclIupeHne 00pO31 MEKIY U3BHINHAMH, UYTO 3aCTaBJISET
poBoauTh MU depeHnaTbHbIi Iuarios ¢ arpodueii mozxeuka (Margari et al.,
2004). Muorue aBTOpbI IPUBOAAT JaHHBIE O TIOBTOPHEIX CIIyd4asX 3a00JI€BAHKS B
onnoii cembe (Steinl in et al., 1998b; Margari et al., 2004), onnako, rens
BBI3LIBAIOIINE BPOXKAEHHYIO HEIIPOIPECCUPYIOLIYIO aTAKCUIO HE KAPTUPOBAHbI.
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B coorBercTBum ¢ knaccuduxanueii Barkovich AJ. (2002) K rpynne
reHePaJIN30BaHHbBIX HePede/NIIPHBIX THIOIA3Hil ¢ HopMaabHbIM IV
JKEJIYI0UKOM CJIeTYeT OTHOCHTD JereHepaTHBHbIE 3200JIeBAHUSA C
nporpeccupymwie arpopuen Mo3KeuKa.

B 4aCTHOCTH K JAHHOMY KJIACCy OTHOCHTCS ayTOCOMHO-PEIIECCHBHOE JETCHEPATHBHOEC
3aboneBanue ¢ IpeHaratsHpM HadanoM Pontocerebellar Hypoplasia Barth.
3a6onesanne Brepsbie onrcano Norman u Urich in 1958, otrocurcs k
JIeTeHEPATUBHBIM M OOJIBIIMHCTBO IMAIMECHTOB MTOTHOAIOT B IETCTBE.

Creayer OTMETHTD, YTO BayKHBIM ITPH3HAKOM ITATOJIOTHH SIBISICTCS IPOTPECCHPYIOLIas
TUITOTLIA3MS MMOIyIIapruii MO3KEUKa MPH HOPMAIbLHOM YEPBE.

BeHnTpanabHast 9acTh MOCTa 3HAYMTEIHLHO YMEHBIICHA B pa3Mepax, TaK iKe
CTPYKTypHBIE H3MEHEHUS BBISBIIIOTCS B HIDKHHX OJIMBaX, sApax TajgaMmyca, BO3MOKHEI
Herpyoble aTpopUIeCcKre N3MEHEHUST KOPbI OOIBIINX MOTyIIapuil MO3ra.

Jlannyro naronoruto Barth ma6monan B Jlarckoi nonyasnuu y cuGcoB, MIMEBIINX
MHKpOIEhaNnio, MMPaMHUIHbIE H KCTPAITUPAMUIHBIC PACCTPONCTBA, IIOCMEPTHOE
IaTOJI0r0AaHATOMUYECKOE UCCIIEAOBAHME KOTOPHIX BBISIBUIIO MIPU3HAKH 3HAYUTEIbHBIX
HepOHANBHEIX ITOTEPh B CTPYKTypax MocTa M Moskeuka nauuentos (Barth, 1993;

Barth et al., 1995).




B 1995 rony Barth et al. Beigesnn aa Tuna narosorun:

Tun I (PCHI) conposoxnancs nereneparMBHBIMU M3MEHEHHSAMH IIEPEIHAX POTOB
CIIMHHOTO Mo3ra. KimHn4YecKue mposBieHus 3a00IeBaHus BKIIOYAIH MUKpOIedaIHnio,
MHOKECTBEHHBIE BPOKIEHHBIE KOHTPAKTYPHI CYCTaBOB, IPyOOE HapyIIeHHE
IICHXOMOTOPHOTO pa3BuTHs. JleTr MOorubdany Ha IEpBOM TOLY KU3HH OT MPOIPECCHU
nereneparuBHoro npomecca B [JHC, comyrcTByromux OyIs0apHBIX, AbIXaTeIbHBIX
paccTpoiCTB U UHPEKIIMOHHBIX OCIOKHEHUH.

Tun II (PCHII) o6sequamn pacctpoiicTa, BEI3BaHHBIE J€T€HEPATHBHEIMU
M3MEHEHUSMH C IPEUMYIIECTBCHHOM JTOKaau3anueil B 001acT CTBOJIA U MOJIyIIapHii
Mo3xkeuka. KimHuueckue mposiBIeHUsT BKIIIOUAIOT MUKpoledanuto, Oyib0apHbIe
PacCTpOMCTBA, MPOSBIISAIONIMECS TPYIJHOCTSIMH [P BCKAPMIIMBAHHH, CYIOPOXKHEIE
IPUCTYIIbI, TUCTOHWYECKHE peakiuy. [lanrenTsl JOKUBAKOT 0 My0epTaTHOro
BO3pacra.

HeiipoBu3yam3anmsi MOXKET BBIABUTH CTPYKTYpHBIE n3menenus nogoonsie PCH
IpH psifie APYTUX 3a00IE€BaHMI: BPOKIEHHBIE HAPYIICHHUS TIMKO3WIMPOBAHHS,
BPOXIEHHAS MBIIIEYHAs JUCTPO(Hs, MUTOXOHAPUAIBHEIX OONE3HAX, CyOTOTAIBHOM
1epeOeUIAPHON areHe3Mu, OBPEKICHUAX MO3KEUKA y TIIYOOKO HEJOHOIIEHHBIX JAETeH
(Johnsen et al., 20053. ['eHBl OTBETCTBEHHBIE 3a PA3BUTUE 3a00JIEBAHUS B
HACTOSIIEE BPEMS HE YCTAHOBJICHBI.
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< I'eHepaiM30BaHHAS TMIIOIJIA3HS MO3KEeUKA XapaKTepHa A
CIIUHAJIBHOW MBIIIEYHOU aTPOQUM C MOHTOLEPede IISIPHOI
TUIOILIA3HEH.

< JlaHHoe 3a00JieBaHUE TPYAHO I JUPDEPEHIIMAIBHON TUArHOCTUKH C
Werdnig-Hoflman disease: y HoBopoxaéHHBIX MIageHIEB
onpeaenseTcs ryOooKas: MbIIIIEYHAs TUIIOTOHHUS, (DACHMKYIISLIMN B SI3bIKE.

< OpnHako, B OTJIMYME OT CUHAIBLHOM MBIIICYHOU aTpoduu
Werdnig-Hoflman ma6nronarorcs aucrarmonanbie ABMKEHUs
IJIa3HBIX SI0JI0K CBSI3AHHBIE C KOPKOBOM CJICTIOTOM, BO3MOYKHO
MIPUCOECIUHEHUE MOTOPHOWU U CEHCOPHOM HEBPOIIATHUH.

«» IlocMepTHOE BCKPBHITHE MMOMUMO JAETCHEPATUBHBIX U3MEHECHUN B CTUHHOM
MO3T€ BBISIBIISIET aTpOPUI0 MO3KEYKA C BOBJICYECHUEM B ITATOJIOTMUECKUI
IIPOLECC MOCTAa, MPOAOJITOBATOTO MO3ra.

« Tun HacnemoBaHus penecCUuBHbIN. McciaenoBaHue NOPAKEHHBIX CEMEN

MTO3BOJISIET BBISIBUTH CIy4YaW MBIIICYHOM TUIIOTOHUM U KOHTPAKTYP

CyCTaBOB Y POJACTBCHHHUKOB.




. DoxKaJbHAA TUIIOIJIAZUSA MO3KEYKA
. 30/1MpoBaHHAsA TMIIOIJIA3ZMA OJTHON reMuchepsbl.

I[TepBoe onMcaHue yHUIATEpalbHON epedenspHoi runomiasuu aatupyercs 1915 romgom,
Korgaa Strong onucan JaHHY0 Majib)OPMAIMIO Y 3-X JIETHEH JEBOYKU YMEPIIEH 0T KOpH
¥ MMEBIIIEN Tpy0oe HapyIIeHHe ICHXOMOTOPHOIO Pa3sBUTHsI C PAHHETO BO3PAcCTa.

V [1eBOUKHU ObLIM BEISBIEHBI ACCOLMUPOBAHHbIE AHOMAJIMHU, BKIIIOYABIIUE TUIIOIIA3HIO
MIICUIIATEPANILHBIX BEPXHUX U CPEIHHUX HOXKEK MO3IKEUKA, BEPXHUX XOJIMUKOB
YETBEPOXOJIMHS, ACUMMETPHYHBIA MOCT C OTCYTCTBHEM KOHTPAJIaTepPalbHbLIX OJIUB.
Hapy1eHus: ICHXOMOTOPHOIO Pa3BUTUS IIPH YHUJIATEPATILHON 1epeOeIUIIPHON THIIOILIA3UH
onucansl (Boltshauser et al., 1996, 2008).

Tpu nanuenTa (18a pe6énka u 1 B3pocIblil) ¢ H30IMPOBAHHOI yHUIATEPATBLHOI
TUIIOIIIa3Kel monymapys Mo3Kedka onucanbl B uccnenosannu Patel S, Barkovich AJ
(2008). Ipuuunoii HarpapaeHus aeTell Ha 00CIeN0BaHUE ObIIO HAPYLIEHHUE PA3BUTHS
IICUXOPEYEBLIX (PYHKIHIA, B3POCIIbIA NALMEHT CTPaLall SIU30AMIECKUMH TOJIOBHLIMU
00IIMU.

HeBposornueckoe 00CIIEN0BAHNE BBIABUIIO Y BCEX MALMEHTOB CHMIITOMBI «MSTKOM»
aTaKCUM, IPyrhe 04aroBble CUMIITOMBI BBISABIEHEI He Obutd. Hapylienuii crtpoenus uepss
MO3K€4Ka, CTBOJIA, IPOJOJIrOBATOr0 MO3ra, KOHTpaJarepaibHOU reMUc(epsl MO3KEUKa, a
TaKKe MOyIIApuii 60JIBIIOr0 MO3ra y MalUeHTOB 3TON IPYIIIbLI BEISBIEHO HE ObLIO.




AxkcnanbHoe T1-weighted
n3obpakeHue,
OEMOHCTPUPYET
rMnonsiasmio npasou
remmcdepbl MO3Xeuka
Npn HOpPMarbHbIX
pasmMmepax Yepss n
npason remucepsl
(Patel S, Barkovich AJ,
2003).
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< HN3o1upoBaHHasi TUNIOILIA3US YePBSA MO3KEUKA.

M3onvupoBaHHas TUIOIIA3UsI HUKHUX OTACJIOB YEPBS MO3XKEUKa, HE BCErya
paccmarpuBaetcs kak anomanus (Patel S, Barkovich AJ, 2008), nockonsky
4acTO JaHHOE HApyLICHUE SABJSAECTCS CIyYaWHOW HAXOAKOU IPU MPOBEIECHUU
HEWPOBU3YyAIM3ALIUM Y MAIMEHTbI, C TUTIOIJIA3UEH HIDKHUX OTJ/ICJIOB YEPBS HE
UMEIOT JIBUTATENIbHBIX U TICUXUYECKUX PACCTPOUCTB.

OpHako JaHHOE HAPYIICHUE BBISIBISIETCS NP HEKOTOPBIX CUHIpPOMAX,
COMPOBOXKJAIOIINXCS] HAPYIICHUEM JABUTATEIBLHOIO U IICUXUYECKOro pa3BuTus. B
ITUX CIy4dasX TUIOIIA3Us YEPBSI MOXKET COUETAThCsl C CyNPareHTOPUATIbHBIMU
aHOMAJTASIMH.

Hamnpumep, runormniasusi 4epBs MO3KE€UKa aCCOIMMPOBAHHAS C AUCTCHE3UEH
MO30JIMCTOTO TeJla OMKCcaHa Y peOCHKA C CHUHJIPOMOM «KOIIIAYhero KpukKa»,
HeBposnornueckuii 0CMOTp BBISIBUII HAPYIICHUE PA3BUTHS ICUXOPEUEBBIX (QYHKIIHIHA,
TOBEJIEHHs], IPU3HAKH MO3KeukoBo-crnuHanbHoro nospexaenus (De Michele G
et al, 1993).

VY marueHToB ¢ MEpO3UH JePUIUTHON MBIIIEUHOU AUCTpOdUE HaOIIOAAIOCH
HapyIICHUE MUEIMHU3AIMN TTPOBOJTHUKOB CO CHMXKEHUEM TUIOTHOCTH OEJI0ro
BeIlleCTBA OOJIBIINX MOMYIIAPUM U MO3KEUKA, TUIOIJIa3ueld HUKHUX OTIEJIOB
yepBsi Mo3xkeuka. HapylieHnil cTpoeHust KOpbl MO3KEUKa BBISIBIIEHO HE OBLIO

(Patel S, Barkovich AJ, 2003).
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¢ CYUTAT, 4YTO CYIIEeCTBYET CBSA3b MEXKIY MATOJI0T el

%

MO3K€CIKAa H SINMUJICIITHYCCKHUM IIPUCTYIIOM.

Mo3xK€4OK — MPAKTUYECKH €AUHCTBCHHASI CTPYKTYpa, B
KOTOPOM B SKCIIEPUMEHTE HEBO3MOKHO BBI3BATh
SMUICONTHYECKUN pa3psia. ECTh JaHHBIE, YTO MO3XKEUYOK BXOIUT
B TaK Ha3bIBAEMYIO MPOTHUBOIMICNITHYECKYIO cUCTEMY. OH
4yepe3 PEeTUKYISIPHYI0 GopMalldio CTBOJIA MO3ra 1
avdRHIIe(aIbHBIE S/Ipa OKa3bIBACT HECIEIM(UYECKOE
JECUHXPOHU3UPYIOIIEEe TOPMO3HOE BIMSHHUE HA OOJBIION MO3T,
TE€M CaMbIM MPOTUBOJCHCTBYS SMUICOTHYECCKON aKTUBHOCTH,
4YTO MCIIOJB30BAJIOCH B OIBITAX JICYCHUS (DApPMAKOPE3UCTCHTHOM
SIUJICTICUU TTPU XPOHUYECKON AIEKTPOCTUMYJISIIIMN MO3KEUKA.
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< PoJab M0o3:KeuKka B PAa3BHTHH SNNJIETICHM.

IIpo¢. Stefan Herlitze c coasr., (Pypckuii yausepcuret, ['epManus), mokasany, 4To
3a00J1€BaHMS MPOSBIISUIMCH Y MBIIICH Yepe3 HeJEe0 TOCIe POXKACHUS U YCTPAHSUTUCH MPU
BBe/ICHUU OeJika, PYHKIIUSI KOTOPOTO - PETryJsius MPUTOKA HOHOB B HEPBHBIE KIIETKH B MO3KEUKE.
«JTO MEPBBIA pa3, KOra MbI MOJYYHIIN IIPEICTABICHUE O IPOUCXOKICHUN JTUX 3a00JIEBaHUI»,
ckaszan npodeccop Herlitze. «Teneps Mbl MOkeM HayaTh IPOBEIEHUE UCCIENOBAHUIA 110
pa3pabOTKe HOBBIX TEPANEBTUUECKUX MOAXOM0B».J[e(heKT KalblIMEeBhIX KaHAJIOB, MOJAaraloT yUYeHbIE,
SBJIAETCS] PUYUHOMN OOJIE3HHU.

Paznuunble pOpPMBI SIUIENCHH, HAPYLIEHUH KOOpAUHALMH (aTakcys) U MUTPEHb BBI3BaHbI
MyTanusMu B Tak HasbiBaeMbix P/() xanpimeBpix KaHamax, KOTOPbIE YIPABISIOT IPUTOKOM HOHOB
KaJblMs B HEPBHBIX KieTkax Mosra. Jloktop Melanie Mark us xomannsr npodeccopa Herlitze
pazpaboTanl MoJiesib Ha )KUBOTHBIX, Y KOTOPBIX 3TH KaJIbIIUEBbIEC KaHAJbI MOTYT OBITh OTKIIFOUCHBI B
BBIOpaHHOM 001acTH MO3ra.

VccrenoBaTeny cocpeJOTOUMINCh Ha KOHKPETHBIX KIeTKaX B Mo3keuke (knetku Ilypkunbe),
KOTOPBIE KOOPIUHUPYIOT JBIKEHUS Tena. «KanblueBble KaHaIbl (PaKTUYECKU MPUCYTCTBYIOT BO
BceX KJIeTKax Mo3ra», oowacHser gokrop Mark, - «Bnepssle Ham ynanoch mokasaTk, 4yTo
3a00J1€BaHKs MOTYT OBITh BBI3BAHBI HEIIPABWILHOW 00pPa0OTKOM CUTHAJIOB, BOSHUKAIOIINX B
Mo3zxkeuke». Komanga npodeccopa Herlitze B nacrosiuee Bpems nccnenyer Monekyasipayro
OCHOBY 3a00JIeBaHMH, BbI3BaHHBIX W3MeHeHusMU B P/() kampimeBsix kaHanax, B messix
Pa3pabOTKU HOBBIX TE€PANEBTHYECKUX ITOAXOIOB.

B corpymaundectse ¢ npodeccopom Timmann-Braun us yHuBepcuTeTCKOM KIMHUKA B DCCEHE
u npodeccopom Kloc gether Y3 YHUBEPCUTETCKOM KIIMHUKA B BOHHE, yU€HBIE XOTAT CPAaBHUTH
CBOM MCCJIEIOBaHUS HA SKCIIEPUMEHTAIbHBIX )KUBOTHBIX C PE3YJIbTaTaMHU UCCJICIOBAHUH C
y4aCTHEM MAIMEeHTOB. «MBI 0COOCHHO HaJaeeMCs Ha IIOMOILb JETAM, CTPAJalOIUM SIUICICHEH,
CBSI3aHHOM ¢ HapylIEHUeM co3HaHMs», roopuT npodeccop Herlitze.

ITo mamepuanam xcypuana Neuroscience
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AreHe3usi MO30JIUCTOI0 TeJa.

B OCHOBE MATOJOIMH JIEXWUT HapylieHue audPepeHIuanuu KOMUCCYPaIbHOM
IIACTUHKH B mepron mexay 12-it u 20-i nen recranuu.

% AreHe3Hs1 MOKeT ObITh IOJHOM 1 yacTH4HOH (opakeHne Ha Goliee O3 THUX
CPOKax), IOCJIEHAS Yallle 3aTParuBaeT 3aHUE OTAENbl MO30JIUCTOrO TENa.




anqMHbl MnatTonorumt MO30J71IUMCTOTO
Te/la

1. B 60NbWIMHCTBE CAYYaEB reTEPOreHHa.

2. MoxeT 6bITb HacneacTeeHHaa (reHeTuueckue bakTopsbl)
M3MEHEHMUA NEPeaaroTca No ayTOCOMHO-PELECCUBHOMY MK NO X-
CUEenNeHHOMY AOMMHAHTHOMY TUNY;

3. MoeT BbiTb Bbi3BaHa MHPeKkumen Ha 12-22 Hepenwm
HepeMeHHOCTH, YTO NPUBOAMUT K HapYLLEHUIO Pa3BUTUA MO3Ta
nnoaa.

4. AsnaeTca YacTbio XpoMmocomMHbIx 3abonesaHmnit (18XXX n 8XXX) —
y 20% cny4aes.

5. ABNAKOTCA YaCTb coYeTaHHbIX aHomanm ([Jenam Yokepa, BIC)
— B 50% cnyyaes.

6. BxoauT B coctaB MHorux cuHapomos .(lpeura, Cmuta-Slemnm —
Onuua, lonbaepxapa, PpuHKCa) — reHHble MyTauuu.
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% Ilpu nomHoii (TOTabHOMN) areHe3uu KIMHUYECKU MOTYT
OTMeuarhCs JUcMoppHuyeckre npu3Haky (Makpouedanus,
TUIEPTENIOPU3M), MBILIEYHAS] TUIIOTOHHUS, 3aEPKKa
YMCTBEHHOT'O Pa3BUTHSI.

HHTeIeKTyaIbHbIC HAPYIIICHUS ITOJTUMOP(HBI.
HabOmromaercsa kak o01as 3ajep>kka ICUXOMOTOPHOIO
pa3BUTHS, TaK U MaplHajibHasi, BbIpaXKaromasics B
HApYILIEHUHU CEHCOPHOU, SYMOIMOHAIBHON U I'0JIOCOBOU
cep, a TakKe B U3BMECHECHUH XapaKTepa NpeIMETHOM
AESITEIILHOCTH M CIIOCOOOB B3aUMOACKUCTBHUS CO
B3POCIBIMH.

B03MOXHBI SIIUICOTUYECKUE TTPUCTYIIBI.

Y ZIeTer cTapliero BO3pacta BBISABISIOTCI TPYAHOCTH IIPU
00y4EeHHMH M3-3a HAPYIICHUS MPOCTPAHCTBEHHO-
BPEMEHHBIX IIPEACTABICHUM, PEUH, 3PCHUS, TAMSITH.
B03MOXHBI 0€CCHUMIITOMHBIE CITy4YaH.

Y
%

Y Y
%S %0
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ATEeHe31s MO30JIUCTOTO TeJia JIETKO Pacno3HaBacMma
METOAAMH HEUPOBU3YATIU3ALIUH.

Omnpenensercs yBeandeHnslii suepen u seepx 111
KENYA0UYEK, KOTOPHIN Pa3/IBUTACT NEPEIHUE pOTa
OOKOBBIX KETYTOYKOB.

[Ipu comyTcTBYyOIIEH ruapouedain o0beM
KEJIYIOUYKOB YBEJIMYEH, 3aJHUE POTa PACILIUPEHBI U
BOTHYTBI 10 HaIIPaBJIEHUIO K cpenneil muann (popma
«yxBaTa»). XOpOIIO BUAHBI MEXKIIONyIIApHAs IIENb U
CEPIOBUIHBIN OTPOCTOK.
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CpeanHHOe cevyeHue —susyanusauma MT 3aBucUT OT

Mo30AMMTOE TENO YETKO
He BU3yaNnU3upYyeTCA




KannesnaHasa ¢opma »Kenyao4Kkos
NP areHe3nm Mo30/IMCTOro Tena

50% nnogoe ¢ AMT UMEET yMEPEHHYH BEHTPUKYN0 MEranmi

15% nnonooe c yYMepeHHO M BeHTPUKYAoOMeranuen nmeror AMT

L. L. 1V /




Komnaekc AMT B 3 TpumecTpe: cocyabl U U3BUJIUHDI

Gt T

Manoussurtblie

PaananbHble cocyabl
PaananbHble U3BUAUHDI A Y4

(oTcyTCcTBYET YUACTD OCHOBHOM

apTePUM , NUTIKOLENA MO30/1UCTOE
TEno)




4 h

[IpenaranbHas IUATHOCTHKA areHE3Md MO30JIUCTOrO Tela JOCTaTOuHO CaoKHA. OCHOBHBIE
cpoku BeisBiaeHus ganHoi marojoruu — II, III tpumectp Gepemennoctu. Bo3pacT marepeii
neTel, MMEIOIMX areHe3MI0 MO30JMCTOrO Tella, MO JaHHBIM Hallero uccienosanusd, B 66,7%
caydaes Obu1 0T 19 10 25 ner. HamGonee 4acTbIMM OCIIOKHEHUAMH OEPEMEHHOCTH,
conpososxkaasmeiicsa BITP LIHC (AMT), 6sumu OPBU, UIIIIII, yrpo3a npepblBanus
OepeMeHHOCTH. TIpy TOM03PEHNH Ha JaHHYIO MATOJOIHI0 HEOOXOAMMO IPOBECTU TIIATEILHOE
M3ydeHHe AHATOMUM IUIOZA C LEIbI0 UCKITIOUEHHUs COUYETaHHBIX aHOMAIMi (MHTpaKkpaHUa bHOI
M SKCTPAKPaHUAJBHOM), TaK KaK areHe3Ms MO3O0JMCTOIO TeNa YacTO BXOIHUT B COCTAB
CHHIPOMOB MHOYKECTBEHHBIX [TOPOKOB PA3BUTHS C HEOIArONPHUATHEIM IIPOTHO30M s Ku3Hu. [1o
NaHHbIM Hamero uccienoBanus B 807 ciyuaeB areHesus MO30JUCTOrO TeJIa COYETAIACH C
JPYyrUMH BpokaeHHbIMH nopokamu LIHC, yame Beero (B 83%) ¢ BHyTpeHHel ruapouedanuei.
N3 comyTcTByOLIEN NATOJOIMU JAPYTUX OPraHOB M CHUCTEM yalle Bcero Bcrpedarorcs BIIP
CEPAEYHO-COCYIUCTOM CUCTEMBI, MOYEINOJIOBOM CHUCTEMBI U CKejleTa. [Ipy ayToICuu 10108
IaTOJIOrOAHATOMAMU HE YAENSETCS IO/DKHOTO BHUMAHMS IPEHATAILHO BBHICTABIEHHOMY
YILTPa3ByKOBOMY JUArHO3y «areHe3Hs MO30IMCTOIO TENla», YTO 3aTPYAHIET BEPU(PUKALIUIO
JIMArHO32a U BBIABIECHHUE YAaCTOTHI JAHHOIO IIOPOKA. B IpOTOKOIAX yIbTPa3sByKOBBIX
MCCIIENOBAHMI CIENUAIUCTEI, MOAPa3yMeBas MOIHYIO WM YaCTHUHYIO areHE3UI0 MO30IMUCTOrO
Tella, MCIOJIB3YIOT CaMble Pa3HbIE 0003HAYEHHS JAHHOM IIaTOIONU: «areHe3us», « JUCTEHE3Us»,
«arpodus», «amasus», «TUnomIasys». [1o HameMy MHEHHUIO, AJIS MCKIIOUEHHS Pa3HOYTECHUN
IpaBUILHEE UCIIONIL30BATh OOLIYI0 TEPMUHOIOIHIO.

ITPEHATAJIBHA S VJIBTPASBYKOBAA JIMAT'THOCTUKA
ATEHE3UU MO3OJIMCTOI'O TEJIA
O.B. IllepcTHeBa, MeauIMHCKHM 1IeHTp «Aunct», . H. HoBropoj
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® Cpok OepeMEHHOCTHU
32 menemu. MPT T2
BU. KoponapHnas
IIJIOCKOCTbD.
Mo3oaucToe TeIo
OTCYTCTBYET.
PaccrosaHue Mexny
TeJIaMU OOKOBBIX
KEITYJI0YKOB
YBEIIMYCHO.
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[laHHble NnTepaTypbl
O nporHose npu AMT

. Hanbonee nonHbimu n 06 bEKTUBHBIMM AaHHBIMM K HaCTOALLEMY
BPEMeHU CnedyeT CYUTaTb Pe3ynbTaTbl, NOAYUYEHHbIE aHITTMUCKMMMU

cneuunanuctamu, npocnegusiimmm nepmuratansHole MCXOA bl 138
CNyyaes NpeHaTasibHOW yNbTpa3Bykosou aguarHocTmku AMT. CornacHo mx
AaHHbIM, XA Bbinm 0bHapykenbl y 32 (23,2%) nnoaos m
npenMmyLLecTBeHHO NpeacTasneHbl Tpucomuen 18 (22 cayuan). Jaxke npu
otcyTcTeum XA y bonblumHcTsa nnogos Obiam BbIABNEHDI Pa3IMYHbIE
COYETaHHbIe aHOManuK, B CBA3M c yem bepemeHHoCTb Bbina npepeaHa s
93 cnyuasx (88%), u3 35 ocraswwuxca naogos s 4 HabaogeHuAx
3apernctpuposaHa sHyTpuyTpobHaa rubens, oguH pebeHok ymep B
HeoHaTanbHom nepuoge. Cpeau 30 aeten, pazsuTre KOoTopbix bbino
NPOKOHTPO/IMPOBAHO B TeyeHue 2 neT u bonee, Bbipa)eHHbIE HapyLUeHUA
pa3BuTUA oTMeyeHbl Yy 50% aeteil. 3TK AaHHbIE NO3BONAKOT NO-HOBOMY

B3MAHYTb Ha NepuHaTa/ibHble UNCXOAbl B C/AAYy4YanAXx AOpOAOBOﬁ ANaTrHOCTUKMH
AMT.

T. TodmaH, K. Hukonangec (Ctokronem , 2004), Usan Tumop (CLLA,
Mocksa 2013r), M.B.Meagseaes (2013r)
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® Mo3r HOBOPOXKAECHHOTO B OTJIMYKUE OT MO3Ta B3POCJIOIO

4eJI0BEKa OYCHb «IJIACTUYEH». B HeM eIe He MPpOor30IILI0
HeoOpaTuMoe (POPMHUPOBAHNE HEPBHBIX IIEHTPOB, HE
YCTAHOBIICHBI IPOYHBIE MEKCUCTEMHBIC CBS3H, OT/IC/IbHbBIC
YYaCTKH KOPBI OOJIBIINX MOJYIIApU €Ile He TOACIUIIN
OKOHYATEJIbHO MEXKYy cO00M cepbl BIUSHUS B PETYIAIUU
(pyHKIMIA OpraHu3Ma ¥ BO MHOTOM IyOIHUPYIOT IpYT Apyra.
,1[JTaCTUYHOCTh — 3TO CIIOCOOHOCTH K MEPECTPOMKe, Iepeaaue
00s13aHHOCTEW OAHOIr0 OTAea APYTOMY, B TOM YHCIIE, U
CIIOCOOHOCTH 3aMEHHUTH U 00JIee MU MEHEE IIOJTHO
KOMIICHCUPOBATh 0€3/1eSITeIbHOCTh MOPaKEHHOI0 y4yacTka. B
IPUHIIUIE, BO3MOKHOCTh KOMIICHCAIIUU MO3T COXPAHSET U B
3pesioM Bo3pacTe (MMeHHO (QYHKIMOHAIBHON MEPECTPOMKOM 1
nepeaadeii 00s3aHHOCTEN OOBSICHAETCS BOCCTAHOBIICHUE
JIBUKECHUN KOHEYHOCTEMN Y B3POCIIBIX OOJBHBIX, MEPEHECIINX
MO3TOBOM MHCYJIBT), OJHAKO, IIIACTUYHOCTh MO3Ta PeOeHKa
HEU3MEPHMO BHBIIIIE.

® JETCTBO HEPBHOH CUCTEMBbI U36paHHbIe I1aBbI

HU.A. Ckeopyos
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CIACUBO 3A
BHNMAHWE!




