Il TepaneBTUYecKkum nopTarn

Kananveckuu cay4dau Ned/
Cunapom Bopcrep-/Ipoyra. G80.8.



ITammnentka A.H., 4 rona

* TOCHUTAIM3UPOBAHA B CBA3U C TOBTOPHBIM
CYIOPOXHBIM IPUCTYIIOM

HcTtounuk:
https://www.istockphoto.com/ru/search/2/image?mediatype=illustration&phrase=childhood+epilepsy



DOCQ WAY

ITo naHHBIM MEIUIITMHCKOM amMOyJIaTOPHOM KapThl.
* peOEHOK pocC ¢ rpy0o0il 3aJIePKKOM IICUXOMOTOPHOI'O Pa3BUTHS

C poxaeHus:
°* TPYIHOCTH C KOPMJIEHHEM: JE€BOYKA HE COcCalia, KOPMUJIACh BIIMBAHUEM CMECH
B MOJIOCTh PTa U3 OYTHUIOYKH, HO IJIOTajda 0€3 MONEepXUBaHUM, B 30HI0OBOM MUTAHUHU HE
HY>K/1a71aCh
* YcuiaeHue TPyAHOCTEM MOCIIEe BBEICHUS MJIOTHOTO MPUKOPMA, MOJIYy4aeT MPOTEPThIA CTOJ
* KaJOOBI Ha MOBBINIEHHOE CJIIOHOTEYEHHUE

3.5 roga:

* TOSIBJICHHE TOHMKO-KJIOHUYECKHUX IMUJIENTHYECKUX MPUCTYIOB

* QHTUAIWICIITUYECKAS Tepanus BaJIbIIpoeBoi KucaoTor 30 MI/KI/CyT, najee 3aMEeHUIN
Ha Tonupamar 5,6 MI/KI/CYT B CBSI3H C FreaTOTOKCUYHOCTBIO BaJIbIIPOATOR



DOC¢ WAY

PeOeHok OT BTOpOil OepeMEeHHOCTH (Y MaTepu: XPOHUUYECKUM TTHeIoHePUT, 3pO3us IEHKU MaTKH,
yrpo3a npepriBanus Ha 9-i Heaene, Rh orpunarensHas 6e3 aHTUTEN)

Ha 36-i1 Heaene OepeMEeHHOCTH: 3aJIepKKa BHYTPUYTPOOHOTO Pa3BUTHS ILJI0/A

Ponbl BTOpBIE (TTEpBBIE POALI — 3I0POBBIN peOeHOK, 7 1eT) cpounbie Ha 40/41-i Henene, Macca Tena
npu poxkaeanu 2400 1, nmrHa Tena 48 cM, OKPYKHOCTh TOJI0BBI 32 CM, OKPY>KHOCTb I'py/IHOM KJiIeTKH 31
CM, OIICHKa IT0 mKajiae Anrap 8/9 6amios

[Tocne poxaeHus: BBISIBICHBI U3MEHEHHUS TIJIAlIEHThI — THOMHBINA XOPUOJACIMAYHUT, XPOHUYECKAs
JCKOMITCHCAIIHS

Ha 2-e cyTku KU3HU: TIepeBeicHa B HEOHATAIBHOE OTACICHUE, BHYTPHAMHHOTHYECKAs HHDEKITUS
IIUTOMETAJIOBUPYCHOM ATHOJIOTUHU

CeMelHBIN aHAMHES:

paK JIETKUX I10 JTUHUH 0TI

10 MAaTEPUHCKOM JIMHUM HUCKJIIoUascss HelpopuoOpomMaros (Obu1 y 0a0yIIKH )

RET-myTtanus B 16-M sx30He (KJIMHAYECKH HE3HAUYUMAs JJIs1 JAHHOM MMaTOJIOTUH, SBJISETCS
IIPOTOOHKOI€HOM JIJISI MEAYJUIIPHOTO paka IIUTOBUIHOM KEJIC3bI)



iz OCMOTP Doc¢ WAY

Ha momeHT IIOCTYILUICHHA COCTOAHUC TSKCJIOC I1I0 OCHOBHOMY 3a00JIeBaHUIO

du3ukaabHble JaHHBIC:

* Mukpouedanus (OKpyKHOCTb F'OJIOBBI
42,5 cm — menee 3%)

* OEIKOBO-KaJIOpUiTHAS HEJIOCTATOYHOCTh
2—3-11 crenenu (Macca tena 9000 r —
meHee 3%; mmHa Tena 95 cm — 10%)

* OKPYXKHOCTb I'PYyIHOU KJIETKH 47,5 CM —
meHee 3%

[TamnenTka A.H.



Cnenuduueckuii peHOTUI peOCHKA:

* TUIIOMHUMHUYHOE JIUIIO

® MNOJYOTKPBITBIN POT

* OOMJIBHOE M MPAKTUUYECKU MOCTOSIHHOE
CJIFOHOTEYECHUE

i

\\ ,‘.'ij o A :
[Ipumep penotumna pedenka ¢ cunapomom Bopcerep-/lpoyra

Hcrounuk: https://jessiemay.org.uk/family-stories/arthurs-story/



DOC¢ WAY
Ha ocmotp pearupyer 0:KUBJIEHHO

3pPUTENBHO-MOTOPHAS KOOPJAUHALIUSA U TIPAKCUC HE PA3BUTHI

Banisig hukcupyeT, KpaTKOBPEMEHHO CIEAUT 3a npeaMeraMu. HenmoctosHHOe cxoasieecs
KOCOTJIa3Ue

[IponyKTUBHBIA KOHTAKT HA YPOBHE AMOILUM. VIMEIOTCS CIIyXOBbIE OPUEHTUPOBOYHbBIE PEAKIIUH.
B peun TO1bKO 3BYKU. BO3MOXKHO KPAaTKOBPEMEHHOE YIEPKUBAHUE TOJIOBBI. BBITIPSIMUTEIIBHBIE
peaKkiy He CPOPMUPOBAHBI

MBbIlI€UHBIM TOHYC CHUXKEH B BEPXHUX KOHEUHOCTAX, B HUKHUX KOHEYHOCTIX — IOBBIIIEH

no nupamuaHomy tuny D=S. CyxoxunbHbie pe(ieKChl OKUBJIEHBI C paCIIUPEHUEM
peduiekcorennnix 30H D>=3S. [TonoxuTtenbHbii pedekc Pocconmmo — BenaepoBuya.
CrubarenbHble KOHTPAKTYPHI TOJICHOCTOITHBIX CYCTaBOB

MeHUHrealIbHBIX 3HAKOB HET

HuxHeuearocTHOM, HEOHBIN 1 MNIOTOYHBIN pedIeKChl CHUXKEHBI. [[BUKEHUS SI3bIKA MPAKTUYECKU
OTCYTCTBYIOT, OJHAKO BO BPEMS €1bI BOBMOKHBI ONIEPKYJISIPHBIE aBTOMATU3MBI (IIPUYMOKHBACT
SA3bIKOM ). Pe(hiieKChl OpaibHOTO aBTOMAaTU3Ma OTCYTCTBYIOT



HBIA:0CcMOTP

MPT rojsioBHoro mosra:
B Bo3pacte 1 Mecsma (cieBa)
B Bo3pacte 4 ner (cnpaBa, TeKyIas

rOCHYTAIM3aLKs)
A — T2-BU, ppoHTanbHbIN cpe3
B - FLAIR

C — T1-BMU, carurraibHblil cpe3

1 — cpenuHHas cyOKoJIe€3Has MOJOCTh

2 — BEHTPUKYJIOMETaaus

3 — reTepoTONHs CEPOro BEIeCTBa

4 — MOTUMUKPOTUPUS B ONEPKYJISIPHOM 00J1aCTH
5 — nuccoHuedanus



HBIA OCMOTP

MP- tpakrorpadus (C-F)
C — ¢poHTaNBHBIN Cpe3

D — ¢poHTaNbHBIN Ccpe3

E — npoBomsinue myTtu

F — mpoBoasue myTn

3akaroucHue: BRIIBICHO OTUYETIIMBOE OOCTHEHHUE
CUTHaJja BO BCE€X KOPTUKAJIBHBIX OTAEIaX OOJIbIINX
noaymapuii Mo3ra (Nel Ha n300pakeHun) U B
MOIYIIAPUIX MO3KEUKa, MAKCUMAaIbHO BhIPAXKEHHBIE
B BUCOYHBIX (2) 1 mpaBoil 3aTbLJIOYHO-TEMEHHOMN
obmacTax (3)
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Doc¢ WAY
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91" THEeBHOI0 CHA:

¢ BCIBIIIKHU 110 TUITY «OCTpasd — MCIAJICHHAA BOJIHA» B BUCOYHBIX OTBCACHUAX

* M30BITOYHAS MPEJICTABIICHHOCTD BCIIBIIIEK BEICOKOAMIIUTYIHOM OeTa-aKTUBHOCTHU
(3K3aJIbTUPOBAHHBIE «COHHBIEC BEPETEHA»?), CHMMETPUYHO I10 JIOOHO-IIEHTPAIbHBIM OTBEACHUSIM
* MmmiIenTuGopMHas AKTUBHOCTD B JIOOHBIX OoTAeIaX (OM(POHTAIBHO) B BUJIE KOMILIEKCOB «OCTpast

— MCIOJICHHAsA BOJIHA» C HCBBICOKHNM HHJICKCOM.
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IBHBIV OCMOTP 'fff DOC<. WAY

91" ¢ BUICOMOHUTOPUHIOM:

 3ammch B CTAaHJAPTHEBIX YCIOBUIX B COCTOSHHH crtokoiiHOoro cHa (Non-rapid eye movement
sleep, NREM), a Taxxe CITOKOMHOTO ¥ aKTHBHOTO (KOPMJICHHE, SMOIIMOHAIbHAS PEaKIIHs)
00JIpCTBOBAHUS C 3aKPBITHIMU M OTKPBHITHIMH INIa3aMM

* [lepuoanueckoe peruoHapHoe 3aMe/ijieHne ()OHOBOM aKTUBHOCTH B 3aThUIOYHBIX OTJEIaX

* DnuiienTUOPMHON U IPYTUX BUAOB IATOJOTMYECKON aKTUBHOCTH, a TAKKE MKTAJbHBIX
COOBITHH HE 3aPETUCTPUPOBAHO
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DOC¢ WAY

CunapoMm Bopcrep-/poyra (BpoxxaeHHbIN IICEBAO0YILOAPHBINA CUHIPOM) C
TSHKEIIBIM (PEHOTHUIIOM

Kpurepuu 1MarHoCTUKM:

* KiuHunueckas kapTuHa: IOJHAs WM HEMOJIHAS (popMa CUHAPOMA, TUCCOLMALINS MEXKIY
IIPOU3BOJIBHBIMU U HEMIPOU3BOJIBHBIMU JIBUKECHUAMHU SI3bIKA U MUMUYECKOU MYCKYJATyPHI,
npeoOaaHus IU3apTPUU HaJl AMc(arueii, OpoMOTOPHOM JTUCIIPAKCUH; XapaKTEPHbIN BHEIITHUM
BUJI OOJILHOTO

 MPT rojsoBHOro Mo3ra: aHoMaJabHO BEPTUKAIM3UPOBAHHBIC, PACIIUPEHHBIC U YIITYyOJICHHBIE
OOKOBBIE (CHUJIBBUEBBI) OOPO3/Ibl, BEIOYXaHHE OCTPOBKOB Peiis, paciimpeHrue 1 aHOMaJIbHOE
PaCMOJIOKECHUE IEHTPAIBHON 00PO3/1bl, KOPKOBAsI AUCILIA3KS C aHOMAJIBHBIM YTOJIILIEHUEM
ONEPKYJISIPHO-OCTPOBKOBOM KOPHI Ha T2-B3BEIIEHHBIX M300paKCHUAX U MOJUMHUKporupueit Ha T1-
B3BEIICHHBIX U300paKECHUIX



DOC @ WAY

Cungpom / Syndrome
NMapameTp / Parameter nm;qnﬁrm ﬁmﬂ m:, mw
JlnddepeHaabHy O it percuiar
finpo / moxe Aapa HapuApepHeli (RBYCTOPOHHHE «KOPTHKANLHBLIA BAPHANT» HAALAAEPHOTO NAPANKYA (OBYCTO-
06 ACTL MOpAKEHHA KOPTHED-GYNbGapHLIe NYTH) POHHAR ONEPKYNAPHAR KOPA WNH B2 NOJKOPKOBLIE NPOSKIMN)
I[I/IarHO CTI/IKy HCO6XOI[I/IMO Affected area Nucleus flhaluw the Supranuclear (bilateral Cortical variant of supranuclear paralysis (bilataral opercular
IDOBOJIUTE C CUH OMAMMU® ruelels corticobulbar tracts) cortex or its subcortical projections)
p I[ I[p ) Mapanuy / Paralysis Banbui / Flaccid CnacTHyeckMid / Spastic + HeERaccH L pyeMBIR [ + non-classifiad
(] M U ATpodiHA MbILIL A3LIKA
66 yca Tongue muscle atrophy +4 Oteyremeyer / No Ortcyrereyert / No
® F J1b Hxa a DACUHKYNALNH MBILL A3LKa
O Ile p Tongue fasciculations + Oreyremyer / N Orcyrereyer/ No
e @anuo — Jlonne Taxenan (opha, Hoco-
1 Dvsphadi B3R PErypruTauMa Nerkan dhopma, NONEPCHBAHKE MonepxweanHe, HOCOBAA PEryPrUTaLHa
° Kal‘/’I aIepa Auciparwa / Dysphagia Severs, nasal Mild, choking Choking, nasal regurgitation
p regurgitation
Hocogo#, Xxpunnuid ronoc Trxenas, cnacTHYECKan CMEeWAHHBIA BAPHANT — CNIACTHYECKAA M HOCOBAA
Ausaprpu / Dysarthria Masal hoarse vaice Severe, spastic Mixed variant (spastic and nasal)
HenpouzeonbHLE QBHKEHHA
Involumtary movements OrcyTeTBylor / No OrcyreTeytot / No *
bynebapHan rpynna pedyAeKcoe CHIOKEHHBIE [ OTCYTCTEYHOT
Bulbar reflexes Orcyrersyer / No MoBkilesie [ Incraased Decreased / absent
Pedinexesl OpankHOro aETOMATHI-
ma / Oral automatisms Oreyrereyior / No * Oreyrereytor / No

JuddepennumanbHblil JUarHo3 OyiIb0apHOTo, MCEBA00YIHLOAPHOTO U ONEPKYIISIPHOTO
CUHJIpOMA y TIAIIMEHTOB C AUc(arueit u 1u3apTpuei




IbHeMwee TeyeHme DOC¢, WA

[IpoBenena KOppEKIKS AaHTUATIICIITUYECKOW TEPANUHU C JTOOABICHUEM
(denobapOuTana (4 Mr/Kr/cyT) ¢ mOIOKUTEIBHBIM 3(D(HEKTOM B BHJIE€ KYIIUPOBAHUSA
SMUJICITUYECKAX TPUCTYIIOB, YIIYUIIEHUS OOIIEr0 CAMOYyBCTBHS, YBEIUYCHUS
OMOLIMOHAJIBHBIX PEAKIIUN.

[IporHo3 gaHHOIO Ciydas OnpeaeaseTcss 0COOCHHOCTIMM yX0/a, KOHTPOJIEM
SMUWICIICUU U TPOBOAMMBIMH PEaOMINTAIMOHHBIMU MEPOIIPUSTUSIMU.



DOC &WAY

e Cunapom Bopcrep-/Apoyrta (CB/I, BpoxXaeHHBIN IICEBI00YIb0apHBIN Mape3) — peAKOe HEBPOIOTHYECKOE 3a00IeBaHue (OT
1-9 na 100 000 1o 1 na 25 000—30 000 HOBOPOKIECHHBIX )

* [lopaxaroTcsi MBIIIIIHI SI3bIKA, TYO, MSATKOTO HE0Aa, a B TSIKEJIBIX CJIyUYasiX — MBIIIIBI TOPTAHU U TIIOTKH

» JleOroT 3a00JieBaHMs TPUXOJUTCS HA MEPBBIN I0J1 )KU3HU

* Hayano: HapyIlIeHHUs akTa COCaHUsI, BO3MOKHBI HAPYILICHUS TTPOXOAUMOCTH JIbIXaTeIbHBIX MyTei. B nanpHeimem —
HapyLIeHHe MPoIecca JKeBAHUSA TTPU COXPAHHOCTH TIIOTOYHOTO peduiekca

e JluzapTpus WK aHAPTPUS — PE3yJbTaT HAPYIIEHUsI MPOU3BOJIbHOI0 KOHTPOJISI (hallo-TUHTBO-(DapUHTO-KEBATEIbHBIX
MBIIIII], aBTOMaTH4eCcKasi SMOIIMOHAIbHASI MHHEPBAIIUS COXPAHSIETC. DTO CBA3aHO C TEM, YTO HEMPOU3BOJIbHbIC JIBHYKCHUS
o0OpabarbiBatoTCsl 0a3aJbHBIMU TAHIJIUSIMHU, & HE KOPTUKOOYILOAPHBIMU CBA3SIMU

* Henonnas ¢popma CB/I: peueBbie HapyIIeHNS — OPOMOTOPHAS JUCIIPAKCHS B COUYCTAHUM C BBIPAKEHHBIM CITFOHOTCUCHUEM.
[Ipu nerkux opmMax CHHApPOMA 3aTPArkBarOTCs TOJIBKO MBIIIIIBI T'Y0, sI3bIKa M MATKOTO Heba

*  OpauM U3 cambIX YacThixX mpossieHuit CB/] BeicTymaet amuiencust (110 87%)

Oc00eHHOCTH MPEACTABJICHHOIO CJIyYas:

* COYETAHUE BHYTPUYTPOOHOTO HAPYIICHUSI HEUPOHATBLHOW MUTPAIIUM C JOKA3aHHBIM MEHUHTOHIE(PaTUTOM
UTOMETATIOBUPYCHOM 3TUOJIOTUM B HEOHATAJILHOM IEPUOIE

* COYETaHUU (PEHOTUNIMYECKUX MPU3HAKOB C JAaHHBIMU HEUPOU300paKEHUIM

[Iporuo3 >k13HU ONpeAeIsAeTCs 0COOEHHOCTSIMM yX0/1a, KOHTPOJIEM 3MUJICIICUU U MPOBOJIUMBIMU PEaOMITUTAIIMIOHHBIMU

MeponpusITUIMU. Bpauu 101KHBI OBITH 0cBeoMiIeHb, 4To CBJl nMeeT KIuHUYeCcKuii moaumMopdusM, a 0a3za 3HaHUI 0 HEM

€KETOTHO OOHOBJISIETCH.
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e Illyrapesa JI.M. — CII6 I'BY3 «II'b No 1»; ®I'bOY BO C3I'MY um. 1.M. MeunukoBa
MunzapaBa Poccun, Cankr-IletepOypr, Poccus;

e Iloremkuna O.B. — CII0 I'bY3 «JII'b No 1»; ®I'bOY BO C3I'MY um. .M. MeunukoBa
Munsznpasa Poccuun, Cankr-IlerepOypr, Poccusi;

e Ilerpora B.JI. - ®I'bOY BO C3I'MYVY um. U.M. MeunukoBa Munzapaa Poccuu, CaHKT-
ITeTepOypr, Poccus;

* CamamaHnoB II.A. — ®I'bOY BO C3I'MY um. U.M. Meunukoa Mun3npasa Poccun, CaHKT-
ITeTtepOypr, Poccus

Hcemounux: Il]yeapesa JI.M., Ilomewxuna O.B., [lemposa B.J[., Canamanos I[1.A. Cunopom Bopcmep-/{poyma. Hesponozuueckue acnexkmoi
(kiunuweckoe naonooenue). PMIK. Mamo u oums. 2022;5(1):90-96. DOI: 10.32364/2618-8430-2022-5-1-90-96.

Opueunanvhas cmamosi onyonukosana na catme PMIK (Pycckuii meouyunckutl scypran): https://www.rmj.ru/articles/pediatriya/Sindrom_\Vorster-
Drouta_Nevrologicheskie aspekty klinicheskoe nablyudenie/#ixzz89sBxOxmx



https://www.rmj.ru/articles/pediatriya/Sindrom_Vorster-Drouta_Nevrologicheskie_aspekty_klinicheskoe_nablyudenie/#ixzz89sBxOxmx
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Mbl BCerga rotoBbl K COTpyaHu4ecTBy!

KOHTAKTDbI
PykoBoguTenb npoekTa LlagepkuHa Bukropma AHaTonbeBHa

Ten.: +7(926) 017-52-14
viktoriashade@uroweb.ru



