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Jucnaacruueckuit npodusib U3MEHEHHH CTPYKTYp 3ajiHEH YeperHok SIMKH JI0CTaTouHO 06IIMPEH, 0JHaKO 0c060e MeCTo
B psilly LiepebesIsIpHBIX JIUCIIa3Hi, OeccropHo, 3aHnMaeT pombaHiledanocuHarncue (POC) 1o upesBbiuaitHo penkast
aHOMaJIusi Pa3BUTHSI MO3XKeuKa, OCHOBHOE MPOsiBJIeHHEe KOTOPOH — OTCYTCTBHE JI0/KEHCTBYIOIIETO Pa300IIEeHHsT MEXKLY
1epeGeUISIPHBIMU reMUcdepamMn ¢ YaCTHUHON WIM TOJIHOK areHe3ueil yepssi. [leib paGoThl: MpojieMOHCTPHPOBAThL BO3-
MOYKHOCTH COBPEMEHHOH HeHpOBU3yan3aliMi B WieHTH(hHUKALUMK poMOsHIledasocHHancuca U 0003HaUWTh OCHOBHbIE
Mapkepbl auddepeHiranbHoro uartoda. B otnenennn mydeBoit tnarnoctiku @IBY PIIKB M3 P mbl nabmonasnu Tpex
6osbHBIX ¢ POC — onHy meBOUKy M JByX MaJsIbuMKoB. BospacT maimeHTOB cocTaB/sii oT 3 MecsileB 10 9 JeT.
HcenienoBatiust BHIMOJHSIUCL HA MATHUTHO - pedoHancHoM Tomorpade Discovery 750 W komnanuu GE ¢ unykimeir mar-
nutHoro nosist 3 T. B peaysibrate nccenoBanust HACHTHPUIMPOBAJIH CIIEKTP AUCTINIACTHYECKHX H3MEHEHHH YepBsl MO3-
JKEUKa, OT €ro MoJIHOrO OTCYTCTBHSI JI0 YaCTHUHON arjia3uu ¢ coxpaHeHHeM repeaHel yacti. Kpome toro, Habuonanu
2 cjyyast IMCnIa3nk Mo3:keuka, MUMHKpHpyiolieil nox POC. Baaronapst BoicokoMy pasperieHHio 1 0TCyTCTBHIO JydeBOH
Harpysku BbicokornoJsibHasi MPT siB/isieTcst NpeirnouTHTeIbHbIM IMarHOCTHIECKHM HHCTPYMEHTOM B OIpe/iesieHnH U -
(hepeHLMalnK peiKux aHomals il cTpyktyp 3HA y ieteii, B uacTHOCTH, Takoil criopajiieckoil narosioruu, kak POC.
KantoueBbie ciioBa: poM63HILe(hasoCHHATICHC, MO3XKEUOK, aTaKCHsl.
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Rombencephalosynapsys (RES) is a rare variant of anomalies of the posterior cranial fossa structures characterized by
dysplastic fusion of cerebellar hemispheres and absence or hypoplasia of cerebellar vermis. Purpose: to demonstrate the
possibilities of modern neuroimaging in the RES diagnosis and to identify the main markers of the differential diagnosis
in posterior fossa structures (PFS) anomalies. In the department of Radiology of Russian Children’s Clinical Hospital,
we observed 3 patients with RES (1 girl and 2 boys). Patients age varied from 3 months to 9 years. The studies were
performed on high-field MR system GE Discovery 750 W 3 T. Results: on MRI in patients with RES we identified the
spectrum of dysplastic anomalies of the vermis, from complete absence to partial aplasia with preservation of its anterior
part. Also, there were 2 case with cerebellar dysplastic features, resemling RES. The transcerebellar sulci were estima-
ted as the a clue diagnostic marker of RES. Conclusion: High-field MRI is the preferred diagnostic tool in the definition
and differentiation of the developmental anomalies of the PFC in the children, especially in patients with RES.
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Beenenue. Jlucractuueckuil npogu/ib H3MeHEHHH KaM MHUIMALMK HapylieHHe (OpMHPOBAHHS MO3MKEUKa.
D70 Upe3BbIUANHO PeiKast aHOMAaJIUsl Pa3BUTHS MO3KEUKa,
OCHOBHOE IpOsiBJIeHHE KOTOPOH — OTCYTCTBHE J0JIKEH-
CTBYIOLLLErO pa3o0LLeHUst MexKy LepeOesyIsipHbIMU FeMHU-

1Ml coboil rpy6eliliiee Mo peasu3aldy U paHHee 110 cpo-  chepaMu ¢ YaCTHUHOH I MOJTHOW areHe3nel uepssi.
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Leab: npoaeMoHCTpHPOBATh BO3MOMKHOCTH COBpe-
MEHHOH HEHPOBU3ya/M3aluu B HIEHTH(HUKALIUY POM-
63H1edasocHHancuca i 0603HaUMTh OCHOBHbIE MapKe-
pbl M depeHIHaTBHOTO IHATHO3A.

Marepuadbl U MeTofbl. B oTnenennu syueBoi quar-
HOCTHKH PocCCHIICKON 1eTCKOH KAMHUYECKOH OOJMbHULbI
Mbl HabJoail Tpex 6odibHbIX ¢ POC — oxHy eBouKy
M JIByX MaJibiMKOB. BospacT malueHTOB cOCTaBJs
oT 3 MecsiteB 10 9 net. OCHOBHBIM MTOBOJOM JIJIsl IPOBE-
nenust MPT Bo Bcex Tpex ciyuasx 6blia 3ajieprKka neu-
XOMOTOPHOTO Pa3BUTHSI C POXKICHHUSI.

Ucenenoannsi OblM BBIMOJNHEHBl HA MarHHTHO-
pe3oHancHoM Tomorpade Discovery 750 W komnanuu
GE c unnykuuent marautHoro nosist 3 T.

[IpoTokos HcenenoBanusi BKJOYa CTaHAApPTHbIE
umnyJbeHble nocnenoBarenbioctd: DWI, FLAIR, SE
u FSE B T1- u T2-B3BelieHHOM U306paXKEHUH B aKCH-
aJIbHOM, KOPOHApPHOW W caruTTaslbHON Mpoeklnu. Bee
MCCNIE/IOBAHUS MTPOBOJAMJINCL C AHECTE3UMO0JIOTMYECKUM
nocobuem (CeBodtypan). MccyeoBaHusi BbIMOJIHSA -
JIUCh B DyTHHHOM popmare, 6e3 MpeiBapUTe/bHbIX YKa-
3aHUH Ha HEOOXOAMMOCTb NPULEJIBHONH HHCIEKLHUH
crpykryp 34S1. B pesynbrate npoBeaeHHbIX HCCIEI0BA-
HHA OTMEUEHO aTHIMYHOE CTPOEHHEe MO3XKEeuKad, 4TO
MOCJIY?KHJIO TIOBOJIOM JUJIS1 €10 JIeTaIbHOH OLLeHKH.

OlleHKa BKJIOYAJA:

— MO3XKe4yoK: pa3Mep Mo3Keuka (HOpMaJbHBIH,
TUTIOTJIACTHUECKUH ), ero hopMy, pacroJioxKeHue (Hop-
MaJibHO€, HHXKHSISI IUCTOIHS ), MOPOJIOTHIO (HOpMaJib-
Hasl, Jle30praHu3alus );

— 4epBb MO3XKeuka (HopMa, JIeUUUT MepeaHero
WJIH 3aJIHET0 YepBsl);

— 3ajHsisl yepernHasi siMKa (HOpMaJibHAsl, CHHIPOM
«TeCHON» 3aJiHel UepenHoi sIMKH );

YuutbiBasi HelpooHToreHeTHYeckoe pojactBo PIC
C JPYrHMH aHOMAJIMSIMH PA3BUTHSI MO3ra, JOTOJHH-
TEJIbHYIO M€PEOLIEHKY MOJYUHIIH:

— BOJIONIPOBOJL MO3ra (HOpMa, CTEHO3);

— MocT (HOpMa, THIOMNJIaCTHUECKHH );

— cynpareHTOpHaJsbHble CTPYKTYPbl MO3Tra.

B cynparentopuasnbHoii 06J1aCTH OLEHHBAH MEXK-
NoJIyIIAPHYIO 11e]b, KOpy OOJbIIMX MOJyLIapHid
(HOpMa, MOJMMHUKpPOrupHsi, oKasbHast KOPTHKaJIbHas
JIMCIIIa3usl, Naxurupus, HelpoHasbHas TeTepoTONHsl),
MPO3pavyHyIo MePEropojKy, MO30JUCTOe Tes0, GOKOBbIE
U TPETUH 2KEJYJOUKH.

Pe3yabraThl M UX 00CyXKAeHuUe.

Cayuaii 1. llayuenm b. (7 aem). PomGsnuedaino-
cuHaricue. yKasoObl Ha 3a1ep:KKy MOTOPHOTO pasBH-
THS1, CTIOHTAHHBIH HUCTArM, HapyLIeHHs KOOPAHHATOP-
HBIX P06, IU3APTPHIO.

Ha MPT: uepe6ennsipubie reMmucdepsb! cauThl, o6pa-
uaer Ha cebsi BHHMaHWe HaJHuMe MaTOJOMHUeCKHX
eIIMHBIX»  TpaHcllepeOesIIpHbIX  MO32KeUKOBbIX
60pOo3J1, pacnpoCTpaHsIIOLIMXCS B TIpefiesiax 060UX MO3-
YKEUKOBbIX MoJyliapui. PagnenntesibHast JIMHUS MEXKILY
noJiyliapusiMi HeoueBHiHa. UepBb He BHU3yaJu3UpY-
ercsi. [Ipn 3TOM B CTpPYKType MO3»Keuka OTCYTCTBYIOT
SIBHbIE JIUCTINIACTHYECKHE Y3JIbl H 30HbI, LiepebeispHas
TKaHb JOCTATOYHO OJHOPOJHA, €€ peJlaKCallHOHHbIE
XapaKTepUCTHKKU MPUOJIMKEHbl K HOPMAJIbHBIM Mapa-
meTpaM. OObeM Mo3KeuKa Tak:Ke B Mpejesax HOpMbl.
CtBos1 1 MocT 6e3 ocobeHHocTel. JIMKBOpoIMHAMUKA
B COCTOSIHMM KoMmeHcauuu. OTMmeuaeTcsi KucTa Mpo-
3pauHoOl neperopoikd — 0e3 Kakoro-Jjau6o KianHuue-
ckoro 3Hauenusi. Hanuuue conpsikeHHbIX AMCIa3Uid
M JIMCTeHe3Ul B CyNpaTeHTOPHAJbHBIX OTEe/1aX ToJI0B-
HOTO MO3Ta HEOUeBHIHO.

Puc. 1. [Taupent B. (7 ser). lucnnactuueckoe causiiue 1epebesisipubix remucep — pomosnuedanocunancuc. MPT: 3 T GE, T2
FSE (TR 5677, TE 106, ST 4 mm). COR, AX

— 4YeTBEPTHIH KeJysoueK (HOpMaJIbHbIHA, aHOMaJIb-
Hast hopMa 110 THITY «3aMOYHOH CKBaXKMHbI» ).

— MO3ULMOHUPOBaHHE HaMeTa (HOpMaJibHOEe, BEpX-
Hee, HUXKHee ).

Cayvain 2. [layuewm C. (9 a2em). JKano6wi
Ha HapylleHHe TIOXOAKHM, HHTEHIIHOHHBIH Tpemop,
HHUCTarM U CKaHAMPOBaHHYIO pedb. B anamuese Oblin
OTMeUeHbl apoKCH3MaJibHble 3MH30]1bl 6e3 J10Ka3aHHO-
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ro HaJuuus snuaentuyeckoro cunapoma. MPT Bbinos-
HAETCS B TPETHH pa3d mnocje npeaectsyrommx MP-
UCc/eIoBaHUi Ha ToMmorpadax ¢ HHU3KOH HHIyKUHMeH
noJisi ¢ HeraTMBHbIMM pe3yJbratamMu. 1o gaHHbIM 1po-
BefieHHoro MP-ucenenoBanmst obpatiiaer Ha cebsl BHU-
MaHue Hasure TUHYHBIX 11t POC tpancuepebensip-
HbIX 60po3a. BaxKHbIM 00CTOATENLCTBOM SIBJISIETCS
YaCTHUYHAsk COXPAHHOCTb MEPEAHEro YepBsi, UTO, BUIH-
MO, U 00YCJIOBJIMBAET OTCYTCTBHE I'PYObIX HEBPOJIOTH-
YecKMX CHUMNTOMOB y mnauueHta. OObeM Mo3KeuKa
HaXoMMTCsl B Mpeaenax Bo3pacTHOH HopMbl. Hoxkku
MO3KeuKa 0e3 MPHU3HAKOB AUCIJIACTHYECKOH KOMIPO-
MeTalMH, HaMeT MO3HLUHMOHUPOBaH MPAaBHJIbLHO, YeTBEP-
ThIl JKesynouek He u3MmeHeH. CynpaTeHTOpHaJbHbIE
HapylLIeHUs] TakKe OTCYTCTBYIOT. JIMKBOpOAMHAMHKA
HaXOJUTCS1 B COCTOSIHUM KOMIEHCALMH.

Pa3BUTHsI C POXKIEHHUS, HAPYLIEHHE TVIOTAHMSI, THIIOTO-
Huto. [lTo nanusim MPT o6painaior Ha ceGsi BHUMaHKe
KOHBIOTHPOBAHHbIE TOJYLIAPHST MO32KEUKA, SBJISIIOLErO
co00l eIMHbIH AUCTJIACTHYECKHH CaK C LIeHTPAJILHO pac-
MOJIO2KEHHBIM MPUMHUTHBHBIM UETBEPTBHIM KEJYIOUKOM,
OKPYKEHHBIM JIM3MOP(HUHOH Liepebe/IipHON KOpoi
C MHOKECTBEHHBIMH MEJIKHMH KHCTOIMOJHBIMHU BKJIIOUE-
HUsIMH. HepBb He BU3yasusupyetcsl. HuxkHue, BepxHue
M CpelHHe HOXKKH MO3KeUKa TaKxKe TMOJBEPrHYThI JUC-
nyazun U JeopmupoBanbl. CynpareHTopHalbHble
M3MEHEHHUs] OrpaHHUMBAIOTCS HErpy6o BbIPaXKEHHBLIM
pacliMpeHneM  cy0apaxHOMIa/bHbIX — TPOCTPAHCTB
U peayKuuen obulero LepebpasbHoro oobema.

Cpeny nauMeHToB ¢ IOMUHUPYIOLLIMMH MO32KEUKOBbI -
MU CHMIITOMaMHM B HEBPOJIOTHYECKOM CTaTyce HaMu
HabJofanuch caydau, noxoxkue Ha PIC. Cuurtaem

Puc. 2. [Taunent C. (9 net). Henonublii pom63Hiiedasocunancuc ¢ coxpanenvem nepeanert uactv uepss. MPT: 3 T GE, T2 FSE
(TR 5961, TE 112, ST 4 mm). COR, AX

Cayuaii 3. [layuenmra K.C., 3 mec. Pom63H11ehba0-
CHHAICHC, HeKJ1accHULMpyeMast ICIIIAa31sT MO3XKeuKa.
JKano6bl Ha rpyOblil CIIOHTaHHBIA HUCTAarM, 3a1epPKKY

HeOOXOAMMBIM MPEJICTABUTb WX JJISI MCMOJMb30BAHUS
B JubdepeHinanbioi qparnoctike POC ¢ MUMHKpH-
PYIOILIMMH €ro COCTOSIHMAMHU. Tak, Hampumep, Mbl

Puc. 3. TTauuenrtka K.C., 3 mec. [pyGasi uepeGesnisipHas qucria3usi, HCTOHYEHHE U iepopMaliist MO3KEUKOBOH MaHTHH, CHsIHIE
MO32KEeUKOBBIX reMHcep MPH OTCYTCTBUH PasJeUTeNbHOM JIMHUI- pOMO3HLedanoCHHANCHC. YMepeHHasl KOpTHKaJbHas aTpodust
6oubiunx noaytapuit. MPT: 3 T GE, T2 FSE (TR-7179, TE-109, ST-3 mm). COR, AX
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o6esenoamu K. A., pornyto cecrpy naunentku K. C.,
y KOTOpPOH TaK:Ke OTMeyasach 3alepKKa pasBUTHS
1 CHMIITOMbI MO3KEUKOBOH HEIOCTATOUHOCTH B HEBPO-
JorudeckoM craryce. [Ipoenennoe MP-ucenenoBanne
0OHapYyKUJI0 TPyOyl0 JUCIJIA3UI0 MO32KEUKa, OJHAKO
0e3 JloKazaTelbHbIX MPHU3HAKOB JIUCMJIACTHYECKOTO
CJMSIHUS LlepebesIsipHBbIX TeMUcdep MpPH OTCYTCTBHH
TpaHcliepebespHbIx 60po3s (puc. 4).

P3C npencrapsier cobo upe3BblYalHO PEIKYIO MaJlb-
(hopMalnio MO3KeUKa, XapaKTepU3yIOLLYI0Cs: Bapuadesib-
HOW IUII0- WJIK aryiazuer uepBsi ¢ 00beIMHEHHEM MO32Keu -
KOBBIX MOJTyLLIAPUH, CJUSIHUEM 3yOUaThIX Sep, a B HEKOTO-
PbIX CJIydasix U BEPXHMX MO3KEYKOBbIX HOXKEK, UTO MPUBO-
JUT K XapakTepHOMY BHJy UYETBEpPTOro »KeJyJ04yKa MpH
PafMOJIOrHYECKOM HCCIEI0BAHHH — CHMITOMY «3aMOY-
HOM cKBaXxKHHBI — «Keyhole sign» [1-4].

Puc. 4. TTaupentka K.A. [Tucnnasus mosxkeuka. MPT: 3 T GE, T2 FSE (TR 5961, TE 112, ST 4 mm). COR, AX

Kpome Toro, npescrasJisieT unTepec ciaydai nayuen-
ma A. (3 eoda), y kotoporo no gauibim MP nccneno-
BaHUs OblJ BbISIBJIEH KOMIIIEKC IUCMIACTHYECKU -THIO-
MJIACTHYECKUX H3MeHeHui cTpykryp 3USI, Bkitouas
TUIOMNJIA3HI0 CTBOJA-MOCTA, THIOMJIA3HI0 MO3XKeuKa
M nepcucTupyrolil Kapman bieiika ¢ pacuiMpeHHO#
oosiblio uucrepHoit 34S (puc. 5). Takke y naimenra
OTMeuaJIuCh paclinpeHue cyGapaxHOUANbHBIX MPO-
CTPAHCTB, paclUMpeHHe KeJyL0uKOBOH

CHUCTEMbI

Briepsbie RES 6b11 onucan aBeTpuiickum HEBPOJIOroM
Obersteiner B 1914 r. Ha ocHOBe naTOMOP(OJIOrHIECKOTO
MCC/IENIOBAHUS TOJIOBHOTO Mo3ra 28-jieTHero camoyOHii-
upl. B 1959 1. Gross u Hofl nanu nassanne anomanuu
B TOM BHJIE, B KAKOM OHO HCII0JIb3yeTcs ceiuac [9, 6].

C nosiesiennem u coBepiiercrsoBanneMm KT u MPT,
a TaKxKe C POCTOM OTIbITa JIETCKUX HEBPOJIOTOB U HEHPO-
panuoJioroB, MosiBJAsieTcs Bce OoJiblie COOOLLEHHH,
MOCBSILLEHHbIX 3TOH PEAKON MaTOJOTHUH.

Puc. 5. [Tauuent A. (3 rona). [unornsiasusi Mo3»Keuka, THIOMNJIA3Hst CTBOJIA-MOCTA H [EPCHCTUPYIOIIHI KapmaH Diefika —
THIOMJIACTHYECKH - IUCTIIACTHIECKHE CHMITTOMOKOMIIEKC cTpyKTyp 3US. SIB/IeHnst cMelanHoOi aTpoduy roJJOBHOTO MO3ra,
BTOpHUHAsi BeHTPHKYIoMerasiust 60koBbIX XKeaynoukoB. MPT: 3 T GE, T2 FSE (TR 7018, TE 112, ST 4 mm). COR, SAG

Ha QoHe 00lIel peryKUuu Mo3roBok Tkauu. [lo MP-
JIAHHBIM MOT ObITb 3ao103peH BapuanTHbii POC, onna-
KO MPHUCYTCTBHE PA3EIUTENbHON JIMHUK U PyIHMEHTap-
HOTO YepBsl, a TAKXKE OTCYTCTBUE «EJIMHBIX>» TpaHLepe-
OesIsIpHbIX 6OPO3/L AIBUJIOCH PellalolliM 06CTOATE b+
CTBOM B MOCTaHOBKE KOPPEKTHOTO JHArHo3a.

CoracHo ony6/JHKOBaHHBIM JaHHbIM, PIC uaiie
BCTpeYaercsi B acColMaliK ¢ JIPYTUMH CyNpaTeHTOpH-
AJIbHBIMH aHOMaJIUsIMH, TaKUMHU KadK CTE€HO3 BOAOIPO-
BOjla, rujpolledasusi, areHe3usi MO3OJHUCTOrO Tefa,
OTCYTCTBHE MPO3PavYHON MepPeropojiki, roJonpo3sHile-
tanusi u poxasbHasi KOpTHKaJbHast aucnasust [7—10].
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Taxkxke coobiiaercs o coueranun PIC ¢ apyrumu
uepebpasibHBIMH M 3KCTpallepeOpaJsibHbIMU TOPOKAMH
pasButHsi. Kpome Toro, onucansl iBa CHHAPOMA B aCCO-
uuauuu ¢ POC: cunnpom Tomeca—Jloneca—Ipuaneca
(Gomez—Lopez—Hernandez — GLH) (Tpuremunasb-
Hasi aHecTe3usi, YacTHYHas aJonelus, HapylleHHs
amiueBoro ckenera) 1 VACTERL (aHomasuu no3BoH-
KOB, aHajibHasi aTpe3ust, aHOMAJIUU CepPJIeYHO-COCY/IH-
CTOH CHUCTEMbl, TPAXCOMNHULLEBOAHBIA CBHIL, AHOMAJIUH
nouek, fgecekrbl Koneunocrei) [1, 8, 11-13].

P9C wmoxer o6Hapy:KMBaTbCA B COUETAHUU
C CHCTEMHBIMH TOPOKAMM PA3BUTHSI — aHOMAJIHSIMHU
KOCTHO-MBbILLIEYHOH, CepeYHO-COCYIUCTON, MOYENOJ0-
BOW U JibIXaTeJIbHOU cuctem [ 14].

MsBectHo, uto PAC accouuunpyercst ¢ BpoxKaAeHHOH
BeHTpUKyJaoMeranueli B 45-65% cayuaes, KoTopas
yalle Bcero oOyc/oBJIEHA CTEHO30M Bojonposoxa |1,
12]. [1pensitcTBME MOXKET BO3HMKATh B pasHbiX 00Ja-
crsix Bogonposoaa. Whitehead u coaBr. perpocnekTus-
o ouenuan 20 pereit ¢ POC. Ouu cooOUIMAH, UTO
y 70% nauueHToB JaHHas aHOMaJMsi coueTasach Co
CTEHO30M BOJONPOBOAA, a y 65% NauueHToB MMeJcs
CTEHO3 BOLOMPOBOJIA BMecTe ¢ ruapoliedanueit. Takxke
Obl71 06HAPYXKEH CTEHO3 BOJIOMPOBOJA BO BCex 6 cy-
yasx ¢ nosHbiM POC [8].

[To nanubim L. Pasquier u coaBT. cTeHOTHUECKOE
Ccy’KeHHe BOIoNpoBoia OblIo 3aperucTpupoBato B 94 %
13 36 nocrynublx o6pasuos aytorcuu [11]. G. Ishak
1 COaBT. ONUCAJIH CTeH03 Boonposoaa y 52% u ruapo-
uedannio B 45% npu obeneroBanun 42 nauueHToB
¢ POC. Kpome Toro, crenos Bojonpopoja 6bi1 06Hapy-
eH y 8 uz 9 nauuentoB ¢ nosiHod dopmoit POC [1].

Han6osee mmpoxo pacrnpocrpaHeHHast Knaccupukaiiys
AQHOMaJIMM  BKJIIOYAaeT MsITb MOATHIOB, OCHOBAHHbIX
HA HaJIMYMH WK OTCYTCTBHH OTHAE/BbHBIX HacTel 4epBs
¥ y3eaka. Haubosee Tskenbiit, moaHblit POC, xapakrepu-
3yeTcst arviasuei uepssi ¢ 00beMHEHHEM MOJTyLIAPHE MO3-
JKeuKa M OTCYTCTBHEM Y3eJIKa; MPHU YaCTHUHO-TSKeJOH
thopme oTMeUaeTcest coxpaHeHHe y3esKa (MoKeT ObITh THITO-
naasupoBaH ). Jlj1st YacTHUHO CPEIHETSKENOr0 THIA XapaK-
TEPHO OTCYTCTBHE 3ajIHEr0 UepBsi U BapuabesbHbli ledu-
LIUT NePEJIHEro YepBst 1 y3esika. HacTHuHO yMepeHHbIi THI
MOAPA3yMEBAET HEMOJIHOE CJAUSHHUE OJIHOK U3 YacTel YepBsi
(TiepenHeit v 3ajiHel COOTBETCTBEHHO) [ 1].

B nacrosiiiee Bpemsi anarnod POC moxet ObITh 3am0-
JI03peH y 1710712 nocjie 22 Hejleslb TecTalyu MpH BbsiBJIE-
HuKM BeHTpuKysnomeranuu [11]. HekotopbiMu aBTopamu
OblIM MIPOJEMOHCTPUPOBAHbBI CJyyan MpeHaTajbHOH
MP-auarHocTuky aTUNUUHON YacTuuHOH (opmbl POC
Ha 21-23-1i Heensix 6epementoctH [15, 16]. ¥ nuonos
Oblyla BbIsIBJIEHA JIBYCTOPOHHSISI BEHTPUKYJOMeErasus,
oOHapy:KeHHast ¢ MOMOLIBIO YJIBTPA3BYKOBOTO HCCJIEN0-
BaHHUS, YTO IBUJIOCH MTOKa3aHUeM K npeHartanbHoil MPT.
B 310l CBI3M MOXKHO YNOMSIHYTb HMCCJII0OBaHUE
R. Arisoy 1 coaBT., KOTOpble COOOLINIM O BU3yau3alliu
P2C Ha 19-i1 nenene 6epementoct [ 17].

POC umeer LWMPOKHIA CHEKTP KJIMHMYECKOIO Mpo-
SIBJICHHS], KOTOPbIF BKJIIOUAET MbILLEUHYIO THIIOTOHHIO,
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ATaKCHIO Pa3HOH CTerMeHW BbIPAXKEHHOCTH, CMACTHY-
HOCTb, aHOMaJlbHO€ JIBUXKEHHE T71a3, Kocoraasue, 13-
apTPHIO, TOJIOBOKPYKEHHE, SMUJIENCHIO, HEMTPOU3BOJIb-
Hble IBHKEHUS ToJ10Bbl. [lallueHTbl MOTYT TaKKe UMETh
YMCTBEHHYIO OTCTaJIOCTh, MCUXMUECKHE PACCTPOHCTBA,
NepUIUT BHUMAHHS, KOTHUTHBHblE HapylleHHUs
v 3aiepXKKy pasutus [4, 9, 10, 12, 14, 18-24].
Bosbliias BapuabenbHOCTb KJIMHUYECKHUX MPOSIBJIEHHH,
BEPOSITHO, CBsI3aHa C HaJIHUMEM WJH OTCYTCTBHEM
COTYTCTBYIOIMX CYNPATEHTOPHAJIbHBIX aHOMAJTHH.

[To nanubiM A. Poretti u coaBT. B GoJibLIMHCTBE CJIy-
yaeB uzonupoBaHHbix POC, 6e3 conmyTCTBYIONINX U3Me-
HEHUH, KOTHUTUBHbIE (PYHKIIUM Y IeTell OblIN Hapylile-
Hbl H, B 4YaCTHOCTH, HauboJiee BbIpaxKeH JePULUT BHHU-
manus [24]. Takke y Bcex malMeHTOB OTMeuaJach CTa-
THUECKas aTaKCHs PA3JIMUHON CTeTeHH BbIPaXKEHHOCTH.
Y 4eTBepbIX NallHEHTOB HAOJMIOAAN0Ch PHTMHUHOE, CTe-
PEOTHIHOE MOJIepPrUBaHne TroJIoBbl. JIpyrumu CHMITO-
MaMH OblJId MblLLIEYHASI THITOTOHHST, M aHOMAaJIbHbI€ JIBH -
YKEHHs ras.

H. Tully u coaBt. oTMeTHJIH MpeobJiaiaHue JpoxKa-
Hust rosioBbl y nateHToB ¢ POC. M3 59 obenenoan-
HbIX aBTOpamMi nauueHToB 50 UMeJ MOCTOSIHHOE JIPO-
»KaHue TOJIOBbl, KOTOpOEe 4acTo HaO0J0/1aJl0Ch
3a HECKOJILKO JIET JI0 YCTaHOBJIEHHUsT IMartHosa [22].

M. Shahrzad u coaBT. npencraBuu ciydail 6-yeTHe -
ro MajbidKa C CHHAPOMOM JeduUHMTAa BHUMAHMS
u runepakrusHoctu (CIIBI') u 3anepxxkoii passutus,
y KOTOPOTO PasBMJICS 3MU30]1 NapUHaIbHOIO MPUCTYTa
C BTOPHYHOH reHepasusauuerl. ¥ pebeHka orMedasach
Makpouedasusi ¢ BbIMYKJIOCTbIO 3aIHEH YaCTH TOJIOBHI,
yMepeHHbIH MMNePTeNoOpU3M H BBICOKOE apouHoe HEGO.
[Ipu HeBpoOJIOTHYECKOM OCMOTpe OTMedaJiach CracTH-
yecKast IUIJIerdst B HOrax, MblllieuHast cuia B pykax 4/5
6assoB. PeGeHOK MO COCTaBJISITb KOPOTKHE TMPeJIo-
YKEHHUsT U BBITIOJIHSATH OJIHOC/IOXKHbIE KOMaHIbI.

KT rosoBHoro mosra rnokasasna TOJHOE CJAUSHHE
NoJIylapuil MO3Keuka, B COOTBETCTBMH C JHArHo3oM
P3OC. Kpome Toro, nabsiogajiuch COMyTCTBYIOIIME
cyrnpaTteHTopHa/bHble aHOMAJIHH, BKJOYAIOLIHE OTCYT-
CTBHE MO30JIMCTOrO TeJIa W MPO3PauHOH MeperopoikH,
CTEHO3 BOJIONPOBOJIA U BEHTPUKYyJIoMerasuio [ 19].

U. Kalane u A. Atre 6bl1 npeacrassien caydai 2-et-
HEro MaJibuMKa ¢ MCHXOMOTOPHOH M peueBOd 3ajiep-
Koi. PeGeHoK MOT BbIMOJIHATH pocTble KoManbl. [1pu
(hU3MKaIBLHOM OCMOTPe He Obl10 OGHAPY:KEHO SIBHbIX
JMCcMOopgHUeCcKHX TPU3HAKOB. B HeBpoJsioruueckom cra-
Tyce OTMevasach yMepeHHasi THIIOTOHHSI, O:KHBJIEHHE
MyOOKHX CYXOXKUJIbHBIX pPedhieKCOB, UTO YKa3biBaJo
Ha BOBJIEUEHHE NTUPAMMIHOrO Tpakra [23].

MPT rosioBHOro Mo3ra noxkasaJga rnoJiHoe OTCyTCTBHE
yepBs ¢ 0ObEIMHEHHUEM NOJIyLLIAPUH MO32KeuKa U 3yOua-
ThIX §Iep € 3a/HeH AUCIO3ULIUEN YETBEPTOro XKeJy10u-
ka. Kpome Toro, HabG/ofa nch BbIpAXKEHHbIH CTEHO3
BOJIONPOBOJA, rpybasi BEHTPUKYJIOMerajusi, 3atparu-
Baiollasi Kak OOKOBble, TaK W TPETHH KeJNyIOUuKH.
[Ipospaunasi neperoposka orcyrcrBoBasa. Ha octose
peayasratoB MPT Obl1 nocrasien auarnod PIC co
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CTEHO30M BOJIONPOBO/IA, BbI3BIBAIOIIMM OKKJIIO3UOHHYIO
rugpouedasnuio [23].

BoiBogpl. busaronapst  BbicOKOMy —pasdpelieHuto
1 OTCYTCTBHIO JIyueBOH Harpy3ku BbicokomnosibHass MPT
SIBJISIETCS] TIPEANOUTHTENLHBIM IMArHOCTHYECKUM HHCTPY -
MEHTOM B OTpeJiesieHHH U I pepeHIHPOBAHHH PEIKUX
aHomaJsini cTpykryp 3YA y jietel, B 4aCTHOCTH, TaKoH
criopaauueckoil narosioruu, kak POC. Haur cob6erBen-

HbIH ONBIT BU3ya/M3aluu U pacnostaBanusi POC nosso-
JISIET JIeKJapHpoBaTh HaJM4YHe E€IUHBIX TpaHclepebes-
JISIPHBIX OOPO3IL M0 JAHHBIM AKCHAJIbHON U KOPOHAPHON
MPT B KayecTBe OCHOBHOrO MaTOFHOMOHHYHOTO CHMII-
TOMa 3TOH aHomaJud. JleBHaHTHblE (OPMbI UepBs,
BKJIIOYAsl €ro MOJIHYIO arJjaduio, a TakxkKe OTCyTCTBHe
BUIMMOK pa3JCNIUTE/NbHON MEXKIOJYIIaPHON  11eJH
MOKHO PaCleHUBATh KaK BCMOMOTraTe/ibHble CUMIITOMBI.
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