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PE3IOME

Cunznpom Bopcrep-Ilpoyta (CB/1) oTHOCHTCS K peaKiM HEBPOJIOrHYECKMM 3a00JIeBaHKSIM U XapaKTEPHU3YEeTCs AMCCOLMALIMEl TPONU3BOIIbHBIX U He-
NPOU3BOJIbHbIX JBMKEHMI JIMLIA, PTa, S3bIKa, a Takke AU3apTpHeit 1 OpOMOTOPHO! aucnpakcueil. Betpeuaemoctb BapbupyeT oT 1-9 Ha 100 000
10 1 Ha 25 000—30 000 HoBoposkzneHHbIx. [Tpy CBJI nopaskaetcst nepenHsist (100Hast) YacTb MOKPBILLKK, BKIIHOUAsT HIKHIOI POJIAHANYECKYHO 00-
nacte. CBJl nuarHoctvpyeTcst y feTeil HauMHasi ¢ Neprozia HOBOPOSKIEHHOCTH HAa OCHOBAHMM XapaKTePHOro (GeHOTUNa M NaHHbIX HeHpOBH3ya-
ymzauui. [porHos xkusuu GonbHbix CBJL onpenensiercst 0coOeHHOCTSIMH YX0/id, KOHTPOJIEM SMMJIENCHU U MPOBOAMMBIMH PeabUIUTALMOHHBIMK
MeponpusaTUsIMU. B craThe mpencrasieHo KanMHuyeckoe HabsmoaeHre nontoit popmel CBIL ¢ TsikenbiM denoTinom. OnHoOi n3 0coOGeHHOCTel!
JIaHHOTO CJTyyast SIBJISIETCS COYETaHNe BHYTPUYTPOOHOTO HApyLLEeHK sl HEHPOHAIbHOM MUIPaLIMK C JOKa3aHHBIM MEHHMHIO3HLehaTUTOM LUTOMEra-
JIOBUPYCHOI 3THOJIOTMH B HEOHATaIbHOM Tieprozie. [lpyrasi BaskHasi 0COOEHHOCTb 3aKJII0UAETCs B COYETaHUM (HEHOTUMMIECKUX MPU3HAKOB (AMCCO-
Lrauust Mexxay npor3BOJIbHBIMU U HENMPOU3BOJIbHBIMU IBUYKEHUSIMU, NU3APTPXiA, BbIpA>KEHHOE CJIIIOHOTEYEeHHE, MI/leOLleCl)aJ'[VIﬂ, SMNUJIenTUYecKue
TIPUCTYTIbI) C JAHHBIMM HEHPOBH3YyaM3aLyy (MOIMMUKPOTMPHst B OTIEPKYJISIPHOM 0071aCTH € 00e1X CTOPOH, MUKpoLiedarus ). Bpaun 1omskHbI GbITh
oCBezioMJIeHbI 0 TOM, uTo CBJl MMeeT KimHideckuii noammopduaM, a 6asa 3HaHHI1 O HeM eKerofHO OGHOBIISIETCSL.

KJIIOYEBBIE CJIOBA: cunapom Bopcrep-JlpoyTa, Bposka€eHHbI# ceBno0ynbOapHblil mapes, Cyaopor, AM3apTpusl, 3aiepskka PasBUTHI, MU-
Kpouedanisi, TOIMMUKPOTUPHS.

JJ1s1 WLUTUPOBAHMUAL: [Lyzapesa JI.M., [Tomewkuna O.B., [lemposa B.J., Canamaros I1.A. Cunopom Bopcmep-/Zlpoyma. Hegponozuueckue
acnekmol (KauHu4eckoe Haomooenue ). PMXK. Mamb u oums. 2022;5(1):90-96. DOI: 10.32364,/2618-8430-2022-5-1-90-96.

Worster-Drought syndrome. Neurological pattern (case report)

L.M. Shchugareva'?, O.V. Poteshkina’?, V.D. Petrova?, P.A. Salamanov?

'Children’s City Hospital No. 1, St. Petersburg, Russian Federation
2L.I. Mechnikov North-Western State Medical University St. Petersburg, Russian Federation

ABSTRACT

Worster-Drought syndrome (WDS) is a rare neurological disorder characterized by dissociation of voluntary and involuntary movements
of the face, mouth, tongue, dysarthria, and oromotor dyspraxia. WDS rate varies from 1-9 per 100,000 to 1 per 25,000-30,000 newborns.
Anterior (frontal) operculum, including the lower Rolandic area. WDS is diagnosed in the neonatal period based on a typical phenotype
and neuroimaging findings. The prognosis is determined by medical care, epilepsy management, and rehabilitation. We describe a child
with a severe WDS phenotype. In this child, abnormal intrauterine neuronal migration was associated with established cytomegalovirus
meningoencephalitis in the neonatal period. Moreover, phenotypic signs (dissociation of voluntary and involuntary movements, dysarthria,
severe salivation, microcephaly, and epilepsy) were coupled with neuroimaging findings (bilateral polymicrogyria of the opercular area and
microcephalia). Pediatricians should be aware of WDS clinical polymorphism. The knowledge base is upgraded annually.
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BBENEHUE

Cunnpom Bopcrep-/lpoyrta (CBJ1), unu BposkaieHHblit 1ceB-
no6ynbOapHblii mapes, npeacTassieT coO0i peakoe HeBpoIIo-
ruyeckoe 3abonesanue. 1o HaHHBIM JMTEpaTypbl, BCTpeyae-
MocTb Bapbupyet oT 1-9 Ha 100 000 mo 1 Ha 25 000-30 000
HOBOPOXXIEHHbIX [1].

[epBoHauanbHO cHHAPOM Obl omucaH B 1953 r. aHmMii-
ckuM HeBposiorom Yapnzom Bopcrep-/lpoyrom, ocHoBaTenem
wkonel Myp-Xayc B Okcrenie, cneumanusmpyloweiics Ha pe-
ueBbIX M SI3bIKOBBIX paccTpoiicteax [2, 3]. CBIl nepBoHauanb-

HO ONpenesnsiyiCs Kak BPOXKAEHHbli cynpalyapOapHblii napes
s3bIka M TIOTKM 0e3 yKasaHWsi Ha ypoBeHb rnopaskenus [3].
OnHako Ha JaHHbIt MOMEHT CUMTAeTCs], UTO CTpafaeT OCTPOB-
KOBasi 1o7isl — 00J1acTb, PacrosiokeHHas B ITyOMHe CUIbBHe-
BOI1 60pO37ibl, MPUKPBITAst YaCTIMU JIOOHOM, TEMEHHOM U BU-
COYHOM [10J1elt, BMECTe 00pasyIoLIMX MOKPBILIKY (OMEPKYIyM,
operculum) (puc. 1) [4].

IMpu CBl nopaskaercst nepenHsist (106Hast) 4acTb MOKPBILL-
KM, BKJIIOYAsl HMSKHIOIO poJaHauveckylo obnactb [2]. Bop-
crep-JpoyT mpenmnonaran, YTO MOPAXKAOTCS KOPTHKOOYIIb-
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MNeanatpus

KAnHMYeckaga npakTuka

TemeHHas nokpbiwka / Parietal opercula .
Jlo6Hasn nokpbiwka / Frontal opercula

Ima3uu4Has nokpbiwka / Orbital operculum

Kopotkue n3sununbl octposka / Short gyri
LlenTpanbhas 6opo3na octposka / Central sulcus
Mopor octposka / Limen insulae
JInuHHbIE U3BUNMHLI OCTPOBKA / Long gyri
Kpyrosas 6opo3pa octposka / Circular sulcus

OcTpoBok
Insula

MepeaHuii ocTpoBoK / Anterior insular cortex
[ 3apuuit ocTpoBok / Posterior insular cortex

BucoyHas nokpbiwka / Temporal opercula

Pwuc. 1. AHaToMusl OCTpPOBKOBOW oMU [4]
Fig. 1. Insula anatomy [4]

GapHble MyTH, KOTOPbIE MPOXOJST OT HUXKHEN YaCTH MOTOPHOM
o6nacru Kopbl K sinpam X 1 XII uepenHbix HepBoB [5]. K Hacro-
sllleMy MOMEHTY W3BECTHO, YTO BOBJIEKAIOTCSl MPOBOASILME
nytu K siapam V, VII, IX, X u XII nap uepenHbix HepBoB [2].

[lo nanubiM nwmreparypel, CBJl npencrasnsier  co6oit
BPOXKIEHHYI0O POpPMYy OnepKyssgpHoro cuuapoma Pya — Yasa-
H1 — Mapu (PUMC), psin aBTOPOB CUMTAIOT, UTO 3TH CHHAPOMbI
OTHOCSITCS] K CIIEKTPY MepUCcUibBUeBOi aucyHKUMK [2, 6, 7].
®YMC — sTo nprobpeTeHHOe, yallle IBYXCTOPOHHEe, Mopa-
KeHHe JIOOHO-TEMEHHOM MOKPbILLIKU. JIaHHbIN CHHAPOM HMMeeT
TIOJIMITHOTIOTMYECKOE IIPOUCXOKAEHNE 1 Pa3BUBAETCS B PE3YJIb-
TaTe COCYAMCTBIX COOBITHIA, B COCTABE SMUJIENTUYECKHX SHLePa-
nonaTuit 1160 BCEACTBIE MEHMHIO9HLieanuTa, Yallie Bbi3bIBa-
€MOT0 BHpPYCaMy IPOCTOTO reprieca, LUTOMErajaoBUpycoM [2].

Benytcs pasnuunble auckyccun 06 atronorun CBJI, onHako
Ha JIaHHbII MOMEHT OOJIbLIMHCTBO aBTOPOB NpPHAEPXKUBAIOT-
Csl TEOpPUM BHYTPUYTPOOHOTO HApYLLEHHsI HeMPOHAJIbHON MH-
rpaLum, B OCHOBHOM B MePHCHIIbBUEBON obnacTy [2, 8]. B otu-
ure o1 @UMC, npu BposKAEHHOM M1CeBO00YIbOAPHOM CHHAPOME
omnucaHbl CeMmefiHble Cilydyad, NpeArnosiaraercst reHeTuyecKast
npupona storo 3abonesanus [2, 9]. Takke MMelOTCsl yKasa-
HUSl HAa MH(EKLMOHHOe, TMIIOKCHUYECKOoe U Ipyrue BO3ZeNHCTBUS
Ha cpoke mexxay 20-it u 24-ii Henensimu GepemMeHHOCTH [2].

B nacrosiuee Bpems renetudeckuit nedext CBJl He BbisiB-
JIeH, XOTsl MpeJrnosiaraeTcs HecKoJIbKO TUMOB HacJlefoBaHMUs,
BKJIOYas X-CUEMJeHHbIA JOMWHAHTHbIN, X-CLeneHHbi pe-
LECCMBHbIM, ayTOCOMHO-JOMWHAHTHbIA C TOHWKEHHOM [1e-
HETPAHTHOCTBIO M AyTOCOMHO-peLeccHBHblil [6, 7]. O6cyk-
naercss ponb Myrtauuit B reHax SLC9AI (nokyc 1p36.11),
SRPX2 (Xq22), MECPZ2 (Xq28), neneunii 22q11, a takxe LINS
(p-Glu366X, p.Lys393X) [6, 7].

KnMHUYECKUE [MPOSIBJIEHUS, JIEYEHUE U MPOTHO3
cuHaPOMA BopcTEP-JIPOYTA

Cungpom Bopcrep-JlpoyTta xapakTepusyeTcsi MOpaskeHH-
€M MBbIIIII S13bIKa, Iy0, MArKOro Heba, a B TSKENbIX Cyuasx —
mbiLL roptanu v rmotku [10, 11]. leGror 3aboneBanus npu-
XOIIUTCSI HA TEPBbIN IOJ JKMU3HK, OHAKO JIMarHo3 B OCHOBHOM
craBuTCs TONIBKO nocsie 5—6 niet [9]. Kak npasuiio, 3a6oneBanme
HA4YMHAETCsl C HApYLLEeHWs] aKTa COCaHMsl, HO MOTYT ObITb Hapy-
LLIEHHs TIPOXOZMMOCTH [ibIXaTesbHbIX MyTeit. OpHako npobre-
Mbl C MTUTaHWEM CTAHOBSITCS OOJIee OUEBUIHBIMU TIOCIIE 3aMe-
Hbl IPYAHOrO BCKapMJIMBaHHs Ha 6071ee MIIOTHBIi NpuKopM [8].

Hern ¢ CBJl uMeloT XxapakTepHblil BHELIHWI BU — TUIIO-
MHMHWYHOE JIALO, MOJIYOTKPBITbIN POT, BHIPAKEHHOE CIIIOHOTE-
ueHue [2]. lusapTpust UM aHapTpus, XapaKTepHble Il 3TOro
CHMHIPOMa, BO3HMKAIOT B pe3yJbTaTe HapyLIeHWs NPOK3BOJIb-
HOTO KOHTPOJIS aumo-JIMHIBO-(apPHHIO-3KeBATENbHbIX MBILLIL,
TP 3TOM COXPAHSIETCSI aBTOMAaTHYeCKasi SMOLIMOHAJIbHAsT MH-
HepBaLys. ITO CBSI3aHO C TeM, YTO HEMPOU3BOJIbHBIE JIBHKEHMST
006pabarbiBatoTCsl 6a3anbHbIMU TAHIIMSIMU, @ HE KOPTUKOOYIIb-
GapHbiMK CBsi3siMH [2]. Takske HEOOXOAMMO MOMHUTb, 4T0 CBJ]
SIBJISIETCS] OTEPKYJISIPHBIM THIIOM CynpalysibbapHOro napesa, Ta-
KM 00pa3oM, MaToJIOrMuecKuii CMeX U I1a4 OTCYTCTBYIOT B OT-
JM4Ke OT MOHTHHHO# (popMBbl 1ceBR0OYAbOapHOro napasnuya [2].
B otnume ot 6ynb6apHOro CHHAPOMA, I1sl ICeBA00YIbOapHOro
CHHIPOMA He XapakTepHbl aTpodHst MbILLL| ¢ GUOPHUIIIPHBIMU
¥ (paCLMKYJISIPHBIMU MOJEPr1BaHMsIMU U OTCYTCTBUE HIKHEUe-
JIIOCTHOTO, NIOTOYHOTO 1 HeGHOTo pediekcos [2, 5, 10].

OznHoit u3 BaxkHbIX ocobenHocreit CBJl siBnsieTcss Hapy-
ILIEHNE TIPOLIECCA JKEBAHMS: HEBO3MOKHBI JIBMKEHHS! SI3BIKOM,
HeobxonuMble 1711 pOPMHUPOBAHKS MHUILEBOTO KOMKA M MPO-
IBVSKEHHSI ero K I7I0TKe, B TO >Ke BpeMsl IJIOTOUHBI pediiekc
nporekaer 6e3 3aTpynHeHwii [2]. [lpyrasi, He MeHee BakHasl
0COOEHHOCTb — <«IICEBAONEpPUpEPUIECKUil» Mapanuy JuLe-
BOTO HepBa, NP KOTOpPOM mnape3 benna orcyTcTByer, a mo-
paskaercst Tonbko m. orbicularis oris, ¥ TakuMm 006pas3om
coxpansieTcst MuMuKa [2, 12]. O6cyskaast BpOKAEHHBII T1CEB-
100ynbOapHBIii CHHAPOM, HEOOXOAMMO CKa3aThb O XapakTep-
HOI PUHONAJIMY, CBSI3AaHHOH C TPYJHOCTbIO BOCIPOM3BEEHUS
JIMHTBaJIbHBIX 1 I'YOHBIX cornacHbix [13].

Henonnas popma CB]] xapaxkrepusyercst peueBbIMU Hapy-
LIEHUSIMH, B YACTHOCTY OPOMOTOPHO¥ JUCITpaKCHeit, Kak npa-
BWJIO, B COYETAHMM C BBIPAKEHHBIM CJIIOHOTeUeHHeM. TakuMm
006pa3om, npH Jierknx popmax CHHIPOMa 3aTParkuBaoTCs TOJb-
KO MBILLLBI T'y0, si3bIKa 1 Msirkoro Heba [8].

CylLecTBYIOT XapaKTepHble TEeCTbl A7isl BBISIBJIEHHSI TPOM3-
BOJIbHOI 1 HEMPOM3BOJIbHOI AuccoLmalyi. PeGeHOK He MoxKeT
BBITSIHYTb I'yObl B TPYOOUKY, @ SI3bIK MPAKTHYECKU HEMOIBIKEH.
Taxux eTeit mpoOCST BBICYHYTb SI3bIK, TOJJBUraTh UM BIlepei-Ha-
3aJ1 ¥ B pa3Hble CTOPOHBI, OZHAKO IasKe NP JIETKUX GopMax BO3-
MO>KHO TOJIbKO BbICOBbIBaHHME 3bIka [2]. [Tomumo 3Toro, npexn-
JIaratoT Ipyrue TecTbl — CBUCT, 3eBaHMe, OCTYK1BaHKe 3y0ami,
TNIPUUMOKMBAHUE, LIOKaHbe, KPUK TNPHUBETCTBUS, TaKke IHeTei
MPOCST NOAYTb, PBIPKHYTb, JOTPOHYTHCS SI3BIKOM 110 KOHUKKA
HOCAa Y BbIMOJIHUTD Apyrue noxoxue AsuxkeHus [14]. Ctout oT-
METHUTb, YTO ITH ABIKEHHSI BO3MOSKHBI [IPH OTBJIEYEHNH WU YM-
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CTBEHHOM HarpsKEHUH, KOria peGeHOK HeMpOU3BOJIbHO MOXKET
BBIMOJIHSATb OOJIBLUIMHCTBO M3 MPEJJIOKEHHbIX AeHCTBHI [2, 14].

B nononHeHne K NaTOrHOMOHMYHBIM CUMITOMaM MaL1eH-
b ¢ CB]] MOTYT MMeTb Jipyrie HeBpOJIOTMYeCK1e HapyLIeHHSI.
Bosneuenne V, VI, IX, X u XIl nap uepenHbix HepBOB BCTpe-
yaercs B 80-99% cnyuaes, ausaptpust — B 80—99% ciyuaes,
SMUsIenTU4ecKre npucTynbl — B 29—87% ciyyaeB, KOTHUTUB-
Hble HapylUeHus], runeppedekcus], cioHoTedenne — B 30—
79% cny4aeB, MUKpoLedanus, HefipoCeHCOpHas TYroyXoCTb,
nMpaMuHble HapyLenus — B 5—29% ciyyaes, 4acToTa BCTpe-
4aeMOCTH aTaKCUM, paCCTPOICTB ayTUCTUUECKOTrO CIeKTpPa, ap-
TPOrpuno3a 1 MUKpOrHaTUK HeU3BEeCTHa.

OnHyM M3 caMbIx YacTbix nposienenuit CBJl Beictynaet anu-
nencust (1o 87%) [2], Hanbosee YacTo MPOSIBIISIOLLASCS aTO-
HUYECKUMM U TOHMUYECKUMHM reMudaunanbHbIMU NPUCTyNaMU
(mpon-araku) [15]. Kak npasuno, Ha 93I' perucrpupyercs re-
HepaJIM30BaHHAsl CIaiiKoBasi U BOJIHOBAsI aKTUBHOCTb, OIHAKO
y 39% nalMeHTOB BCTPEUAIOTCSl MyJAbTU(POKaIbHbIE IMUIIENTH-
dbopMHble paspsiibl B LEHTPaJbHO-TEMEHHON MU LieHTparb-
HO-BUCOYHOM 0bsacTu [2].

[ToMHMO KJIMHMYECKO# KapTUHbI [JIs1 TOCTAHOBKM JUArHo-
3a «BposkneHHblit n1ceBno0yb0apHbIii CHHAPOM» HEOOXOANMO
nposezieHre MPT ronoBHoro mosra. XapakrepHbl Takue Usme-
HEeHM$1, KaK aHOMaJIbHO BEPTHKAJIM3MPOBAHHbIE, pacLUMpPeHHble
1 yrny6ieHHble G0KOBble (CHJIbBHEBbI) GOPO3Zbl, BbIOyXaHMe
0CTpoBKOB Peiins, paciinpeHre 1 aHOMaJlbHOe pacrosiokkeHue
LIeHTpasbHON 6OpPO3ibl, KOPKOBAs AUCIIA3USI C AHOMAJIbHBIM
YTOJILLIEHMEM OINEepKYJSIPHO-OCTPOBKOBOI Kopbl Ha T2-B3Be-
LLIEHHBIX N300pakeHNsIX 1 MoIMMUKporupreit Ha T1-B3BetiieH-
HbIX M300paskenusix [2, 4]. Takue M3MEHEHHsI YaCTO MMEIOT
IBYCTOPOHHMIA XapakTep [2].

[Tonumukporupust (KOpTHKalbHasi AMCIJIa3usl HeJncc-
3HUe(aJbHOrO TUMA) — 3TO MATOJIOTMYECKHWe H3MeHEeHMs!
KOpbl TOJIOBHOTO MO3ra, MpefCTaBIeHHble MHOXEeCTBOM
KOpPOTKHX, Hernybokux msBwamH [2]. Tns CBIl xapakre-
peH 4eTbIpeXCJIOWHbIfi TWUM MOJMMHUKPOTMPUH, Pa3BUBa-
IOLIMiACST MPU aHOManuM (POPMMPOBAHMS KOPbl TOJIOBHO-
ro mo3ra Ha 20—24-i1 Hepnene ku3HK Tona [2]. BosaMmoxHo,
noKanm3aumst nepekra B 061aCTH MOKPBILIKM OCTPOBKA CBSI-
3aHa ¢ 0COOEHHOCTSIMU BaCKyJISIpU3aLMK 9TOM 30HbI, KOTOpast
obecreunBaercsl TepMUHAIbHBIMKU BETBSIMM OacceiiHa cpep-
Heil MO3roBoi apTepur, GOpPMHUPYIOLIENCS KaK pa3 Mocie
10-i1 Hemenu skusHu mogaa 2, 4].

Bopcrep-ZlpoyT npoBen maciiutabHble UCCIEN0BaHMsI ITO-
ro cuxapoma. Ilo ero HaGmoneHusM, y GONbIIMHCTBA NeTeil,
ocobeHHO Mpy Henonubix dopmax CBJI, peub yayuliiaercs ca-
MOMNpPOM3BOJILHO MO Mepe B3pocnenusi [3]. [locrenennoe He-
TI0JIHOE BOCCTaHOBJIEHUE peveBblX PYHKLMI K MOJPOCTKOBO-
My BO3pacty ObUIO TaKKe MOATBEPsKAEHO MPH MOCIENYOLMX
MCCIIEZIOBAHUSIX BPOXKIEHHOTO MCEBROOYIbOAPHOr0 CHHAPO-
Ma [2, 13]. OnHako ans neTeit ¢ TsKesnbiM (PeHOTUNOM MPOTHO3
0CTaeTCsl Cepbe3HbIM BBULY BbICOKOTO MPOLIEHTa KOTHUTUBHbIX
HapyLUeHHit ¥ 4aCTOro NpucoefrHeHust snunencuu [15].

Creunguyeckoro jeueHus He CyL1eCTBYeT, BaKHO OTMETHTb
HE0OX0AMMOCTb MYJIbTUAMCLMIIMHAPHOTO MOAX0/a NpH Bezle-
nun gereit ¢ CBJI. B repannu UCrnonb3yoTcs ICUX0JIOTUYECKKE,
rioBeZieHYecKue W Jioroneauueckue TexHuku. Takux fereit He-
00XOIMMO C pOXKZeHHMs 00y4aTh albTePHATHBHBIM CHOCOOaM
CaMOBBIP&XXEHUSI — >KeCTaM, CMMBOJIAaM WM CIeLHalbHbIM
cpenctBam o61uenus [13]. BasknHoe 3HaueHMe OTBOAUTCS MeaH-
KaMEeHTO3HOMY JIeYEeHHIO 3MUIIeNCHU. AHTUIMUIENTHYECKas Te-
panust B GONBIUMHCTBE Ciy4yaeB OKa3blBaeTcst 9 PeKTUBHOM,
OJIHaKO UMEIOTCS NpUMepbl papMakopesuCcTeHTHbIX dopM [2].

KNMHUYECKOE HABJTIOIEHUE

Maumentka A.H., 4 rona, 6bi1a rocnuTanyM3upoBaHa B CBSI3U
C MOBTOPHBIM CY[IOPO>KHBIM MPUCTYNOM. M3 aHamMHe3a >KU3HU
M3BECTHO, YTO peOEHOK OT BTOPOi GepeMeHHOCTH, MPOTEeKaB-
et Ha (pOHE XPOHMUYECKOro MuenoHedppuTa, 3PO3UM LIedi-
K1 MaTKH, yrpo3bl TpepbiBaHus Ha 9-it Hexene, Rh otpuiarens-
HOM Marepu 6e3 aHtuten. Ha 36-i1 Henene GepeMeHHOCTH Oblia
IMarHoCTHpOBaHA 3alepKKa BHYTPUYTPOOHOrO pa3BUTHSI
miona. Poxpl Bropble (mepBble poabl — 30pPOBbIii peGEHOK,
7 net) cpouHble Ha 40/41-i1 Henerne, macca Tena MPU POXJe-
Huu 2400 1, anmuHa Tena 48 cM, OKPY>KHOCTb rosioBbl 32 cM,
OKPY’KHOCTb IPYIHO# KyeTkr 31 cM, OLieHKa Mo LiKane Anrap
8/9 Gannos. [locne poskneHust ObUTM BbisSBIEHb M3MEHEHHsI
IUIALEHTbl: THOMHbIM XOPUOAELMAYUT, XPOHUYECKas IEeKOM-
neHcauyst. Ha 2-e cyTku )xu3Hu peGeHoK Obll epeBefieH B He-
OHaTasbHOe OTZeJIeHNe, Ihe MOATBepKIeHa BHYTPUaMHUOTH-
yeckast 1H(QEKLHMS LMTOMErajloBUPYCHO 3THOIOTHHU.

[o maHHBIM MEAMLMHCKON amOynaTopHO#t KapThbl, pede-
HOK pocC ¢ rpy0oit 3a1epskKoii ICUXOMOTOPHOTO Pa3BUTHSI.
O6patanu Ha cebs BHMMaHME TPYAHOCTH C KOPMJIEHHEM
C CaMOro pOXXIeHHMs: leBOUKa He cocana, KopMUsach BiM-
BaHMEM CMeCH B [MOJIOCTb pTa M3 OYTbIJIOYKH, HO IJIO0Ta-
na 6e3 nonepxuBanuit. TakuM 006pa3oM, peGeHOK He HyK-
Zancst B 30H10BOM NMUTaHUU. C POXKAEHUS] UMENUCH Kanoobl
Ha MOBbILIEHHOE CJIIOHOTeuyeHue. TpyoHOCTH C KOpMIleHreM
crann Gosiee SIBHBIMM C BBELEHHEM IJIOTHOTO MPUKOpPMA.
C posknenust peGeHOK Mony4aer npotepTsiii cros. B 3,5 roaa
MOSIBWIMCb TOHMKO-KJIOHMYECKHe 3MWJIeNTHYeckue MpHu-
CTyIbl. Bblsla MHULIMMPOBAHA aHTUINMIIENTUYeCKasl Tepanus
BaJbNpoeBOi KUCA0TOM 30 Mr/Kr/cyT, KOTOPYIO 3aTeM 3a-
MEHWJIM Ha Tomupamar 5,6 Mr/Kr/cyT B CBSI3U C IeNaToTOK-
CUYHOCTbIO BaJIbIIPOATOB.

CemeiiHblit aHaMHe3: pak JIErKUX MO JIMHWUK OTLa, 110 MaTe-
PHMHCKOI1 JIMHUKM UCKITIOYaicst Heiipobubpomaros (Obin y 6a-
Oyuku). Haitnena RET-myTauus B 16-M 9Kk30He (KITMHUYECKH
He3HauMMasl 1J1s1 JaHHO# MaTOJIOTMH, SIBJISIETCSl NPOTOOHKOTe-
HOM J17151 MeZlyJ/UISIPHOTO paKa LUTOBUIHOM 5Kelesbl).

Ha mMomeHT noctynieHnusi CoCTOsIHME TsIKesoe 10 OCHOB-
HoMy 3a6oneBanmio. [1o L1Ikane rnobanbHbIX MOTOPHBIX (PYHK-
uuit (Gross Motor Function Classification System, GMFCS) —
V yposenb. [10 ¢pr3nKanbHbIM JaHHBIM BbIsIBJIeHa MUKpoLeda-
nust, GEKOBO-KaJIopHiiHas HENOCTATOUYHOCTb 2—3-i CTeneHu
(OKPY>KHOCTb roJIoBbl 42,5 cM — MeHee 3%; OKPY>KHOCTb Ipyi-
HOV KeTku 47,5 cm — MeHee 3%; Macca tena 9000 r — MeHee
3%; nvHa Tena 95 cm — 10%) (puc. 2).

"-'l ‘F.\ M > ,: [~ SN
Puc. 2. MaunenTtka A.H., 4 roga. Cungpom Bopctep-[OpoyTta
Fig. 2. A 4-year-old girl with Worster-Drought syndrome
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A — T2 BW, hpouTanbHelii cpes / Frontal T2-weighted image. B — FLAIR.
C — T1 BW, carutTanbHblit cpe3 / Sagittal T1-weighted image
1 — cpeAuHHas cy6Konne3Has nonocTb; 2 — BEHTPUKYNOMEraius; 3 — reTepoTonus ceporo
BELIeCTBA; 4 — NONMMUKPOrMPUA B ONEPKYNApPHOR o6nacTu; 5 — nuccaHuedanua

1 — Medial subcallosal cavity; 2 — Ventriculomegaly; 3 — Gray matter heterotopy;

4 — Polymicrogyria of the opercular area; 5 — Lissencephaly

Pwuc. 3. MP-1306paxeHus roffloBHOro Moara geso4kun A.H.
B Bo3pacTe 1 Mmec. (cnesa) 1 B 4 roga (crnpasa). CUHOpOM
BopcTep-LOpoyTa

Fig. 3. Brain MRI of a girl with WDS at the age of 1 month
(left) and 4 years (right). Worster-Drought syndrome

Ha ocmoTp pearupyer oxuBjIEHHO. 3pUTEIbHO-MOTOPHASI
KOOPZAMHALIMA Y IIPAKCUC He PasBUTbL. Barnan ¢pukcupyer, kpat-
KOBPEMEHHO CJIeJUT 3a peameraMmu. HenocrosiHHoe cxonsie-
ecs Kocormnasue. [IponyKTHBHbI KOHTAKT Ha YPOBHE SMOLIMIA.
MMetoTcs ciyXoBble OpUEHTUPOBOYHbIE peakLu. B peun Tosb-
KO 3BYKU. BO3MOKHO KpaTKOBPEMEHHOE yIepsKUBaHKE FOJIOBbL.
BbIHpSIMIATeJIbele peakuuy He cHOPMHUPOBAHBI.

A — T1 BW, dponTanbHblit cpes / A. Frontal T1-weighted image; B — T1 BU,
thpoHTanbHbIil cpe3 / B. Frontal T1-weighted image; C — MP, TpakTorpachus,
thpoHTanbHblit cpe3 / C. Frontal MR tractography; D — MP, TpakTorpachus,
thponTanbHbiii cpes / D. Frontal MR tractography; E — MP, TpakTorpadms,
nposoaswme nytu / E. MR tractography, pathways; F — MP, TpakTorpadus,
nposoaswme nyt4 / F. MR tractography, pathways

BbifiBNEHO 0TYETNIMBOE 06eHEHUE CUTHANa BO BCEX KOPTHKaNbHbIX OTAeNax 6onbmx
nonywapuit Mo3ra (1) u B nonyLIapusx Mo3)Xeyka, MaKCUManbHO BbIPAXEHHbIE B BUCOYHBIX
(2) u npaBoit 3aTbINo4HO-TEMEHHOI 06nacTax (3) / Significant signal attenuation in all
cortical areas of hemispheres (1) and cerebellar hemispheres, maximum in temporal (2)

and right occipital parietal areas (3)

Pwuc. 4. MP-1306paxeHus roloBHOro Moara geso4kun A.H.
B Bo3pacTe 1 mec. (A) n B 4 roga (B). MP-tpakTorpadus (C
D, E, F). Cungpom BopcTep-OpoyTa

Fig. 4. Brain MRI of a girl with WDS at 1 month (A) and 4
years (B). MR tractography (C, D, E, F). Worster-Drought
syndrome
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Puc. 5. OnekTposHuedanorpamma AHEBHOroO cHa naumeHTkn A.H., 4 roga
Fig. 5. Daytime sleep EEG of a 4-year-old girl with Worster-Drought syndrome
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Puc. 6. AnekTposHuedanorpaMmma ¢ BUAEOMOHUTOPUHIOM nauneHTkn A.H., 4 roga

Fig. 6. Video-EEG monitoring of a 4-year-old girl with Worster-Drought syndrome

Ta6nuua 1. CpaBHUTENbHAA XapakTepUCTMKa AaHHbIX aHaMHe3a U KNMHnYeckor cumntomatuku CB[ [3, 8, 16]
Table 1. Comparative characteristics of anamnesis and clinical presentations from published data [3, 8, 16]
BpoxpaeHHblit nceBao6ynb- OnepKynspHbIA BpoxpaeHHblit nceBao6ynb-
[laHHbIE aHAMHE32 M KNMHUYECKAs CUMNTOMATHKA 6apHblit cuiapom / Congeni- | cuHapom / Oper- | 6apHbiit cunapom / Congenital

Anamnesis and clinical presentations tal pseudobulbar syndrome | cular syndrome pseudobulbar syndrome
06wee yucno nauyuentos / Total number of patients 282 ‘ 100 31 100 47 100
Manbuumku / Boys - 11 35 35 74
CemeitHble cnyyam / Familial disease 29 ‘ 10 2 7 6 13
Tlpyrue HeBponoruyeckue 3a6oneBanus B CEMbe

- . ) - 1 3 5 11
Other neurological disorders in family
HopmanbHo npotekaBwas 6epemenHocTb / Normal pregnancy - 25 81 36 80
bes natonoruu B poaax / No abnormal labor - 31 100 41 91
HeonatanbHble ocnoxuenus / Neonatal complications - 3 10 12 27
BpoxpaenHble Nopoku pa3BuTHs (paciLennHbl TBEPAOT0 U MATKOro
He6a, MuKpornatus, apTporpuno3 u ap.) / Congenital anomalies (cleft 57 20 10 30 31 66
lip and cleft palate, micrognathia, arthrogryposis, etc.)
Anunencus / Epilepsy 7 2 27 87 13 28
WN3menenus Ha J3r / Abnormal EEG - 27 85 8 35
HopmanbHblit unTennekt / Preserved intellect 182 65 5 15 9 19
YmepeHHble TpyaHocTy B 06yuenun / Moderate learning difficulties 76 27 23 75 23 49
CepbesHble TpyaHOCTH B 06yueHun / Severe learning difficulties 24 9 3 10 15 32
PeuenTuBHau Pesb copasmMepHa ¢ HTEANEKTOM i 31 100 45 98
Receptive language is proportional to intellec
3Kcnpe9cusuau PEUb XYXe PEEnTUBHO/ i 31 100 43 93
Expressive language is inferior to receptive language
Peub otcyTeTByeT / Speech deficit - 2 6,5 19 4
Mukpouedpanus / Microcephaly - 5 16 7 18
MupamupaHble 3Haku / Pyramidal signs - 22 71 41 91
Ocpranbmonartonorus / Ophthalmology - - - 6 13
BunarepanbHas nonMMUKPOrMpUs NEpUCUNbBNEBOI 06nacTn i 31 100 5 14
no panHbiM MPT / Bilateral perisylvian polymicrogyria (MRI)
Dpyrue anomanun Ha MPT / Other MRI abnormalities - 31 100 12 32

O6paruaer Ha cebs BHUMaHue crieLrduieckuii peHoTun pe-
GeHKa — TMIOMUMHYHOE JIULIO, TOTYOTKPBITBIN POT, 0OMIIbHOE
¥ TIPAKTUYECKHM MOCTOSHHOE CIIIOHOTeueHue. [TutaHne — npo-
TEPTBIA CTOJ, He nornepxuBaercs. HuskHeuemocTHO, HeGHbIi
Y TJIOTOUHBIN pedieKChbl CHUKEHbL. [IBU>KEHUS s13blKa MPAKTU-
YeCKM OTCYTCTBYIOT, OZIHAKO BO BPEMsI €ibl BO3MOXKHBI Onep-
KYJISIpHbIE aBTOMATH3Mbl (IPUYMOKUBAET SI3bIKOM). Pediexcel
OpasIbHOrO aBTOMATM3Ma OTCYTCTBYIOT.

MbllIeYHbII TOHYC CHMXXEH B BEPXHMX KOHEUHOCTSX,
B HWXHUX KOHEYHOCTSIX MOBbILLIEH IO l'II/lpaMI/II[HO-

My tuny D=S. CyxoxxuybHble pedeKchbl OXKMUBJIEHbI C pac-
lMpeHreM peduiekcoreHHblx 30H D>=S. TlonoxuTenb-
Hbli1 pednekc Pocconnmo — Benpeposuua. CrubarenbHble
KOHTPaKTypbl FOJIEHOCTOMHbIX CYyCTaBOB. MeHKHreasbHbIX
3HakoB HerT. [lpoBegena MPT ronoBHoro mosra ABakzbl:
B BO3pacTe 1 MecC. ¥ NMpU AaHHOI rocnuTanu3auum B 4 roxa
(puc. 3, 4).

HeonHokpatHo Obuv  BbIMonHeHbl  I3-nccnenoBauus
(puc. 5, 6), KoTOpble MOKa3asu BCIBILIKM 110 TUIY «OCTpast —
MeaJieHHast BOJIHa» B BUCOYHBIX OTBEEHUSIX.
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¢ ancdbarven n gusaptpuen [17]

MapameTp / Parameter Bynb6apHsiii
Bulbar

fiapo / Huxe agpa
Nucleus / below the
nucleus

06nactb nopaxeHus
Affected area

Ta6nuua 2. AuddepeHumanbHbIi guarHo3 6yns6apHoro, ncesnobynb6apHOro U ONepKynapHOro CMHAPOMA y MauMeHToB

Table 2. Differential diagnosis of the bulbar, pseudobulbar and opercular syndromes in patients with dysphagia and dysarthria [17]

lceBo6ynb6apHb I
Pseudobulbar

HapgbapepHblii (ABYCTOPOHHME
KOPTUKO-Oynb6apHbie nyTH)
Supranuclear (bilateral
corticobulbar tracts)

Cuupgpom / Syndrome

OnepKynsapHbIi
Opercular

«KopTukanbHblit BApuaHT» HaAbAAEPHOro napanuya (ABycTo-

POHHSAS ONEePKYNAPHas KOpa UMK ee NOAKOPKOBbIE NPOEKLMHN)

Cortical variant of supranuclear paralysis (bilateral opercular
cortex or its subcortical projections)

Mapanuy / Paralysis Banbiii / Flaccid

CnacTuyeckmii / Spastic

+ Heknaccudmumpyembii / + non-classified

Atpodhius MbiLLy A3bIKa
Tongue muscle atrophy

++ OteyTeTByet / No

OtcytetByet / No

DacyukynsauMmu Moy A3bIka
Tongue fasciculations

++ OtcyteTsyet / No

OtcytetByet / No

Taxenas hopma, Hoco-
Ban peryprutaums

Nlerkas chopma, nonepxuaHue

Monepxusaxue, HocoBas peryprutauus

ma / Oral automatisms

Auciparus / Dysphagia Severe, nasal Mild, choking Choking, nasal regurgitation
regurgitation
. HocoBoit, xpunnbii ronoc Taxenas, cnacTuyeckas CMeLwaHHbIil BApUAHT — cnacTUYeckas U HocoBas
Iu3aptpus / Dysarthria . . . ) )
Nasal hoarse voice Severe, spastic Mixed variant (spastic and nasal)
HenpoussonsHoie ABMKEHIA OteytetBytoT / No OteyTeTBytoT / No +
Involuntary movements
bynb6apHas rpynna pecinekcos OteyTeTayer / No MoBbiweRHbte / Increased CHUXEHHbIE / OTCYTCTBYHOT
Bulbar reflexes Decreased / absent
Pedynekcbl opanbHOro aBToMaTu3- OteyTerayior / No . OteyTerayior / No

OTmeuaercss M30BITOYHAsl MPEACTABIEHHOCTb BCIIbILLIEK
BbICOKOAMIUIUTYIHOM 6eTa-akKTMBHOCTH (3K3aJIbTHPOBaHHbIE
«COHHbIE BepeTeHa»?), CHMMETPHUUHO 10 JIOOHO-LIEHTPaJIbHBIM
oTBezieHusIM. BoisiBnieHa anmientrdpopmMHast ak THBHOCTb B J100-
HbIX oTZies1aX (OMPOHTANIBHO) B BUZIE KOMIIJIEKCOB «OCTpast —
MeJlJIeHHas! BOJIHA» C HEBbICOKMM MHIIEKCOM.

3anuch, pefcTaBaeHHast Ha PUCYHKe 6, Oblia NpoK3BeneHa
B CTAQHZAPTHBIX YCJIOBUSIX B COCTOSIHMM CHOKOIHOrO cHa (Non-
rapid eye movement sleep, NREM), a Tak>ke CIIOKOHHOTO U aK-
TUBHOTrO (KOpPMJIEHHe, SMOLIMOHAbHasl peakLyst) G0ApCTBOBA-
HUSI C 3aKPBITHIMU 1 OTKPBITHIMU [J1a3aMHU.

BoisiBrieHo mepuozanyeckoe perMoHapHoe 3amerieHue ¢po-
HOBOM aKTMBHOCTM B 3aTBUIOUHBIX OTZesaX. Inuientudop-
MHOI1 ¥ IpYrMX BMIOB NaTOJIOTMYECKOi aKTMBHOCTH, a TaKke
MIKTaJIbHBIX COObITHII He 3apeructpupoBaHo. [poBeneHa Kop-
PeKLMsT aHTHAMMIIENTHYECKOM Tepanuu ¢ Jo0aBeHreM ¢eHo-
Gapburana (4 Mr/Kr/cyT) ¢ NONOXUTENbHBIM 3¢ (HEKTOM B BUTE
KyNMPOBaHMsl SMJIENTHYECKUX TPUCTYIOB, YIy4lleHns 00-
LLIEro CaMO4yBCTBUSI, YBEIMYEHUs] SMOLMOHAIbHBIX PeaKLMIA.
[TporHo3 maHHOrO Ciyyast onpesesseTcst 0COOEHHOCTSIMU yXO-
113, KOHTPOJIEM 3MUJIENICHM U TPOBOAMMBIMU peabuInTaloH-
HbIMM MEPOTPHUSITUSIMH.

OBCYXIEHUE

Knuunueckas kaptuHa CBJl mocraTouHo pasHooOpasHa
¥ BKJIIOYAeT KaK MOJIHbIE, TaK W HeroJsiHble GOPMbl CUHAPOMA.
B tabnuue 1 npencraBneHbl CpaBHUTETIbHbIE XapaKTEPUCTHKM
BCTpe‘laEMOCTI/I KJIMHUYECKO CMMNTOMATUKU T10 JAHHbIM JIN-
Teparypsl [3, 8].

Ha OCHOBAaHUU OuUcCcOLMaLUn Mexmy l'lpOVl3BOJ]beI-
MU U HerOl/ISBOHbeIMI/I JOBVKEHUSIMU d3blKA U MHUMUYE-

CKOIl MYCKyJIaTypbl, MpeoOnanaHusi AU3apTpuu Hapj aucda-
rvei, OPOMOTOPHOM JUCIPAaKCMM M MO  BbILLIEONMCAHHBIM
crielUUecKUM TeCcTaM MOXHO 3arofo3pUTh BPOXKIEHHbIi
nceBnoOybOapHsbiil cuHapoM. OnHako auddepeHLrabHbIi
TNOKCK pa3HOOOpa3eH U BKIIOYAET TakKe 3a00J1eBaHus], KaK CHH-
apom Mebuyca (BpOKIEHHbI ONHOCTOPOHHWI1 WM JBYCTO-
POHHMII Mapasny JIMLEBbIX M [NIa30[JBUraTeNbHbIX MBILIL, YM-
CTBEHHasi OTCTAJIOCTb, PACCTPOMCTBA ayTUCTUUECKOTO CIEKTPa),
cuHzpoMm lonbaeHxapa (MUKpOOTHsI, C1abOCTb JIMLIEBBIX MbILLIL,
HeIOpa3BUTHe LueKH, MOAOOpPOaKa, BUCOUYHOIM KOCTH, MHUKPO-
odranbmusi, MasieHbKUil pot), cuHapoM daumo — Jlonze (ma-
panuy JIMLEeBO# MYCKyZaTypbl, AM3apTpus, Aucdarmsi, ablxaHue
CO CTPUZOPOM, NMUpaMKUIHble 3HAKM, Mape3 IJ1a30/BUraTeNlb-
HbIX MBILILL, 1ITO3), CMHAPOM Kaiinepa (rurornsasus MiLL, Ory-
CKAIOLLMX YTOJI PTa, BPOXKAEHHbIE TOPOKU PAa3BUTHSI CepILA, MH-
Kpouedasmsi, MUKpOrHaTHsl, yMCTBEHHast OTCTaJIOCTb).
dauno-1ab1o-¢aprHro-JIMHIBO-3KeBaTeNbHbIN  Mapaany
C NPOM3BOJIbHONM AMCCOLMALMell — BaskHasi 0COOEHHOCTb, KO-
TOpasi nomoraer AM¢p¢epeHIrpoBaTh ONEPKYJISPHbIA CHH-
IpOM OT rceBnoOyIbOApHOro napasnya, CBSI3aHHOTO C JiBY-
CTOpPOHHNM cynpaGynbbapHeiM nopaskennem [17]. Omnuuns
OMepKyJISIPHOrO CUHAPOMa NpeJCTaBieHbl B TabnuLe 2.

3AKIIOUYEHUE

Hamu npezncraBneHo KivHM4YecKoe HaOJOfeHHe MOJHOM
dopmbl CB]L ¢ tsskenbiM deroTunoM. OnHOM M3 0cOOGEHHO-
CTeii JaHHOTO CIlyyas SIBJSIETCS] COUeTaHHe BHYTPUYTPOOHOro
HapylleH!s HelpOHaNIbHOM MUTPaLMK C JOKa3aHHbIM MEHHH-
rosHuedasuToM LIMTOMErajJoBUPYCHON 9THOJIOTMM B HEOHa-
TasIbHOM Meproze. [ipyrasi BaxkHast 0COOEHHOCTb 3aKJIH0UAETCs!
B COYETAHUH (PEHOTUNNIECKHUX TPU3HAKOB (AMCCOLMALIMS MEX-
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Iy NMPOMU3BOJIbHBIMU U HEMpPOW3BOJIbHBIMU IBWKEHUSIMM, JIU-
3apTpusl, BbIpakeHHOE CIIIOHOTeYeHHe, MUKpoLedanus, 3Mu-
NeNTUYeCKMe MPUCTYMbI) C JaHHBIMM HeHpOM300paskeHuit
(MONMMMKPOTrHpHs B ONIEPKYJISIPHON 0671aCTH C 00eUX CTOPOH,
muKpouedanust). [IporHo3 sku3HM onpernensieTcss 0coOeHHO-
CTSIMHM YX071a, KOHTPOJIEM 3MIJIENCHH 1 IPOBOAMMBIMK peabu-
JIMTALMOHHBIMU MeponpusiTUsIMU. Bpaun noskHbl ObITh OCBe-
Jomiensl, yto CBJl nmeer KiIMHUYecKuii NoIMMop¢pusM, a 6a3a
3HAHMI O HEM €XKerofjHo OOHOBJISETCSL.

Jlumepamypa/References

1. The portal for rare diseases and orphan drugs (ORPHA). (Electronic
resource.) URL: https://www.orpha.net/consor/cgi-bin/OC_Exp.
php?ng=EN&Expert=3465 (access date: 20.03.2021).

2. Christen H.J., Hanefeld F., Kruse E. et al. Foix-Chavany-Marie (anterior
operculum) syndrome in childhood: a reappraisal of Worster-Drought
syndrome. Dev Med Child Neurol. 2000;42(2):122-132. DOI: 10.1017/
s0012162200000232.

3. Worster-Drought C. Speech disorders in children of school age. The
Medical Press. 1953;230:419-426.

4. Namkung H., Kim S.H., Sawa A. The Insula: An Underestimated Brain
Area in Clinical Neuroscience, Psychiatry, and Neurology. Trends Neurosci.
2017;40(4):200-207. DOLI: 10.1016/.tins.2017.02.002.

5. Arbelaez A., Castillo M., Tennison M. MRI in a patient with the Worster-
Drought syndrome. Neuroradiology. 2000;42(6):403-405. DOI: 10.1007/
5002340000297.

6. McMillan HJ., Holahan AL, Richer J. Worster-Drought
Syndrome Associated With LINS Mutations. Child Neurol Open.
2018;5:2329048X18791083. DOLI: 10.1177/2329048X18791083.

7.Clark M., Neville B.G. Familial and genetic associations in Worster-Drought
syndrome and perisylvian disorders. Am ] Med Genet A. 2008;146A(1):35-
42. DO 10.1002/ajmg.a.32015.

8.Clark M., Carr L., Reilly S., Neville B.G. Worster-Drought syndrome, a mild
tetraplegic perisylvian cerebral palsy. Review of 47 cases. Brain. 2000;123(Pt
10):2160-2170. DOI: 10.1093/brain/123.10.2160.

9. Clark M., Harris R., Jolleff N. et al. Worster-Drought syndrome: poorly
recognized despite severe and persistent difficulties with feeding and
speech. Dev Med Child Neurol. 2010;52(1):27-32. DOL: 10.1111/].1469-
8749.2009.03475.x.

10. Nevo Y, Segev Y., Gelman Y. et al. Worster-Drought and congenital
perisylvian syndromes-a continuum? Pediatr Neurol. 2001;24(2):153-155.
DOI: 10.1016/s0887-8994(00)00245-9.

11. Vasconcelos M.G., Fiorot J.A. Jr, Sarkovas C. et al. Intermediary
form of Foix-Chavany-Marie / Worster-Drought syndromes associated
to involuntary movements: neuropsychological and phonoaudiological
features. Arq Neuropsiquiatr. 2006;64(2A):322-325. DOI: 10.1590/s0004-
282x2006000200029.

12. Worster-Drought C. Congenital suprabulbar paresis. ] Laryngol Otol.
1956;70(8):453-463. DOI: 10.1017/s0022215100053184.

13. Queirés F., Duarte G., Correia C. et al. Worster-Drought syndrome: case
report and distinction in relation to Foix-Chavany-Marie syndrome. Arq
Neuropsiquiatr. 2004;62(3B):906-910 (in Portuguese). DOI: 10.1590/s0004-
282x2004000500035.

14. CapaToBCKuit HeBpOIOrMdecKuit moprat. (nekrporusiit pecypc.) URL:
http://www.neurosar.ru/ (gata obparenys: 20.03.2021).

[Saratov neurological portal. (Electronic resource.) URL: http:/www.
neurosar.ru/ (access date: 20.03.2021) (in Russ.)].

15. Clark M., Chong W.K,, Cox T., Neville B.G. Congenital perisylvian
dysfunction — is it a spectrum? Dev Med Child Neurol. 2010;52(1):33-39.
DOI: 10.1111/j.1469-8749.2009.03348 x.

16. Worster-Drought C. Suprabulbal paresis. Congenital suprabulbar paresis
and its differential diagnosis, with special reference to acquired suprabulbal
paresis. Dev Med Child Neurol. 1974;30(Suppl 30):1-33. PMID: 4524910.

17. Desai S.D., Patel D., Bharani S., Kharod N. Opercular syndrome: A case
report and review. ] Pediatr Neurosci. 2013;8(2):123-125. DOIL: 10.4103/1817-
1745.117842.

Pediatrics
CBEIEHUS Ob ABTOPAX:
Illyrapesa Jlionmuna MuxaiinoBia — O.M.H., npogeccop
Kageopvl Oemckoll Hesponamonozuu U Helipoxupypauu

Qrs0y BO C3IrMY um. U.M. Meunukosa Murn3opasa Poc-
cuu; 191015, Poccus, e. Cankm-Ilemepoype, ya. Kupounas,
0. 41; 3asedyiowjas omoenenuem negponozuu Cl16 I'6Y3 «/II'b
Ne 1»; 198205, Poccus, 2. Cankm-ITemep6ype, ya. Aeanzapo-
Has, 0. 14; ORCID iD 0000-0002-2447-3174.

Moremkuna Okcana BacunbeBHa — k.M.H., doyenm kagpeopowi
Oemckoli HesponamoJozuu u Helipoxupypeuu PrboOy BO
C3IrMY um. .M. Meynuxkoea Munzopasa Poccuu; 191015,
Poccus, e. Cankm-IlemepOype, ya. Kupounas, 0. 41; neapo-
102 CI16 TBY3 «JIT'B Ne 1»; 198205, Poccus, 2. Cankm-Ile-
mepbype, ya. Asarneaponas, 0. 14; ORCID iD 0000-0001-
9569-0793.

[lerpoBa Banepusi IMuTpueBHa — KJIUHUYECKUL OpOUHAMOP
CI16 TBY3 «/Il'6 Ne 1»; 198205, Poccus, 2. Cankm-Ilemep0ype,
ya1. Asaneaponas, 0. 14; ORCID iD 0000-0002-6304-8074.
Canamanos [1aBen AsilekcaHIpPOBUY — KJIUHUYECKUL OpOUHAmMop
CI16 TBY3 /Il Ne 1»; 198205, Poccus, 2. Cankm-TTemep6ype,
ya. Asaneaponas, 0. 14; ORCID iD 0000-0002-6879-6573.
KonrakThas undopmauus: [lomewxuna Okcana BacunvesHta,
e-mail: ovpoteshkina@gmail.com.

[Ipo3paynocTh GUHAHCOBO AEATENbHOCTU: HUKIMO U3 ABMO-
po8 He umeem QUHAHCOBOU 3AUHMEPECOBAHHOCMU 8 Npeo-
CMABJIEHHbIX MAMEPUANAX UNU MEMOOax.

Konnukr uatepecos omcymcmesyem.

Crarbs nocrynuna 21.09.2021.

ITocmynuna nocne peuensuposanus 14.10.2021.

[TpunsTa B nevats 10.11.2021.

ABOUT THE AUTHORS:

Lyudmila M. Shchugareva — Dr. Sc. (Med.), professor
of the Department of Children’s Neuropathology and
Neurosurgery, I.I. Mechnikov North-Western State Medical
University; 41, Kirochnaya str., St. Petersburg, 191015,
Russian Federation; Head of the Department of Neurology,
Children’s City Hospital No. 1; 14, Avangardnaya str., St.
Petersburg, 198205, Russian Federation; ORCID iD 0000-
0002-2447-3174.

Oksana V. Poteshkina — C. Sc. (Med.), associate professor
of the Department of Children’s Neuropathology and
Neurosurgery, 1.I. Mechnikov North-Western State Medical
University; 41, Kirochnaya str., St. Petersburg, 191015,
Russian Federation; neurologist, Children’s City Hospital
No. 1; 14, Avangardnaya str., St. Petersburg, 198205,
Russian Federation; ORCID iD 0000-0001-9569-0793.
Valeriya D. Petrova — resident of Children's City Hospital
No. 1; 14, Avangardnaya str., St. Petersburg, 198205, Russian
Federation; ORCID iD 0000-0002-6304-8074.

Pavel A. Salamanov — resident of Children's City Hospital
No. 1, 14, Avangardnaya str., St. Petersburg, 198205, Russian
Federation; ORCID iD 0000-0002-6879-6573.
Contact information: Oksana V. Poteshkina,
ovpoteshkina@gmail.com.

Financial Disclosure: no authors have a financial or property
interest in any material or method mentioned.

There is no conflict of interests.

Received 21.09.2021.

Revised 14.10.2021.

Accepted 10.11.2021.

e-mail:

Q6

PMX. Matb n anTa.T.5, N21, 2022 / Russian Journal of Woman and Child Health. Vol.5, N21, 2022




