2026
Ne4
SJIEKTPOHHbIN HAYUHBIM )XYPHAJI « THEBHUK HAYKH»

YK 616-007-053.1

CHH/IPOM CTEP/I’KA-BEBEPA-KPABKE B IEJJUATPHYECKOH
IIPAKTHKE: C/IOJKHOCTH JHATHOCTHKH, SJITHIEINITHYECKHE
ITAPOKCH3MBbI H I'TA30/IBUT ATEJIbHBIE HAPYIIIEHUA
(KTHUHHYECKHH CIIYYAH)

Axynoea 3.b.

cmyoeHmka 4 Kypca neouampuieckozo gaxyibvmema,

Hbicesckuii 2cocyoapcmeennbiit MEOUYUHCKUL YHUBEPCUMEM,

Howcesck, Poccus

Apynauna A.U.
cmyodenmka 4 Kypca neduampuyeckoeo gaxyibmema,
Hbrcesckuii 2ocyoapcmeentbiti MeOUYUHCKULL yHugepcument,

Howcesck, Poccus

Mankoea A.A.
K.M.H., 00YeHm Kageopbl He8poI02Uul, HetpoXupypauu u MeOUYyUHCKOU ceHemuKu
Hbicesckutl cocyoapcmeeniviii MeOUYUHCKULL yHusepcumen,

Howcesck, Poccus

AHHOTAIMSA:

B cratee mnpencTaBieH KIMHUYECKHMH Ciy4aldl mnanpeHtra 13 JeTr ¢ CHHAPOMOM
Crepmxa—Bebepa—Kpaboe (aH1IE(DATOTPUTEMUHATILHBIN aHrMoOMaro3),
NOATBEPKAEHHBIM HEWpOBU3yalIM3alue W KIuHUYeckd. OnucaHbl (QokaabHbIC
AMMICTITUYECKUE MPUCTYIBI C TTIA30ABUTATENbHBIMU (peHOMEHAMU (TIOBOPOT TOJIOBBI
W TIJa3, 3acThlBaHUE B3IJIsLAA), BTOpPUYHAS TEeHEpalu3alus, MMOCTIPUCTYIHAs
TUIEepTEepMUs , TJIa30/BUraTeNlbHbIE HapylleHus Ha (OHE JIEBOCTOPOHHETO
TEMIIOPAJIBHOIO CKJIEPO3a, KOPTUKAIBHOU TUCIUIa3UH U aTpOdUH 3pUTEILHOTO HEPBA,

a Takke mopaxkenue N.opticus. O6cyxmatorcs auddepeHnranbHO-TMarHOCTUYCCKHIE
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ACIICKThI C MHaCTCHHCﬁ, KpaHHuaJIbHBIMHA HCﬁpOH&THHMH, APYIrumMun (I)aKOMaTOBaMI/I.
HOI[‘-IépKI/IBaeTCH HCO6XOI[I/IMOCTB MYJIbTUIUCTHUIINIMHAPHOTO 1TOAX0da, AJIUTCIBHOTO

O3['-MOHUTOPUHTA U HEUPOOPTATBMOIOTUYECKOTO HAOTIOCHUSI.

KiawueBble cJioBa: CHUHJIPOM Crepmxa—Bebepa—Kpaboe,
sHIE(DATOTPUTEMUHATHHBIH aHTHOMATO3, CTPYKTYpHas ATUJICTICHS,
TJ1a30/IBUTATEIIbHBIC HapYIICHUS, TEMIIOPATbHBIN CKJIEpO3, NeTH,

audepeHnnanbHas IMarHoCTUKA.
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Abstract:

The article presents a clinical case of a 13-year-old patient with Sturge-Weber—

Krabbe syndrome (encephalotrigeminal angiomatosis) confirmed by neuroimaging
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and clinical findings. Focal epileptic seizures with oculomotor phenomena (head and
eye turning, staring), secondary generalization, and postictal hyperthermia,
oculomotor disorders on the background of left-sided temporal sclerosis, cortical
dysplasia and optic nerve atrophy , as well as damage to the n.opticus are described.
Differential diagnostic aspects of myasthenia gravis, cranial neuropathies, and other
phacomatoses are discussed. The need for a multidisciplinary approach, long-term
EEG monitoring and neuro-ophthalmological observation is emphasized.

Keywords: Sturge-Weber—Krabbe syndrome, encephalotrigeminal angiomatosis,
structural epilepsy, oculomotor disorders, temporal sclerosis, children, differential

diagnosis.

Beenenne. Cunapom Crepmxa—Bebepa—Kpadb6e (sH1edamoTpureMuHa IbHbIN
aaruomaro3, SWS) oTHOoCUTCS K rpymnme (pakoMaTo30B M XapaKTEPUIYETCs TPUATOM:
KO’KHasi TeMHaHIMOMa B 30HE HMHHEpPBAllMM TPOMHUYHOro HepBa (dame V1-V2),
JENTOMEHUHTEAIbHAsS ~ aHTUOMaTo3Hass WHGUabTpanus (0OBIYHO  3aTHUIOYHO-
BUCOYHBIX OTJIEJIOB) M XOpHOWJAJbHAsi aHTMOMa, MPUBOIAIIAS K BpPOXKAECHHOU
rmaykome [1, 2]. 3aboseBaHue O0OYCJIOBJICHO COMATUYECKOW MyTalueld B IeHe
GNAQ (p.Arg183GlIn), gactrora — npumepro 1 Ha 20 000-50 000 HOBOPOKTEHHBIX
[3].

Hesponoruueckue TIPOSIBIICHUS BKJTFOYAIOT dhapMaKkoOpe3nCTEHTHBIC
SMUICHTUYCCKUE TPHUCTYMBI (OOBIYHO ¢ Je0I0TOM Ha TMEpPBOM TONY KU3HH),
reMunapes, 3aJepKKy IICUXOPEUeBOr0 pAa3BUTHUS, TE€MHAHOIICHUIO, a TaKxKe
KOTHUTUBHBIE HAPYLIEHUS Pa3HOU CTEIIEHH BBIPAKEHHOCTH [4, 5].

['mazonBUraTebHbBIC pPaccTpoOcTBa W mopakeHue Nn.opticus mpu SWS —
HEJ0CTaTOYHO OCBELIEHHAs B JMTEepaType npodieMa. Yaiie Bcero OHU CBA3aHBI C
BOBJICYCHUEM CTBOJIa MO3ra BCIIEJCTBUE XPOHHYECKOW BEHO3ZHOW TUCIIUPKYJISIINH,
HaJIMYHUEM PETPOLepeOeIUIAPHBIX KUCT, a TaKXKe BTOPUYHOM aTpodueil 3puTenbHOro

HEpBa U NOPaKEHUEM KOPTUKAJIbHBIX LIEHTPOB B30pa [6, 7].
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[enr nHacTosmield pabOThl — aHAIW3 KIMHUYECKOTO Ccllydas CHHApOMaA
Crepmra—Bebepa—Kpabbe y pebGEHKAa C UIMTETBHBIM TEYCHHUEM CTPYKTYPHOM
SNUJIETNICUM, MaplUHUATbHBIMU TMPUCTYNaMH C TJIa30/IBUTATEIbHBIM KOMIIOHEHTOM H
MEPCUCTUPYIOIIMMU  OKYJIOMOTOPHBIMU HApYIICHHSIMHU, a Takxke oOCyXKIeHHe
audepeHnanTbHO-AHarHOCTUYECKUX TPYTHOCTEH.

Knunnuyeckuii caydai

IlacnopTHbIE TaHHBIE M AHAMHE3 KU3HHU

[amument UI. JI. ¥O., 12 cenrabps 2012 roma poxaenus. Ha momeHT
nocieaHe rocnuTanu3anuu (aexaops 2025 r.) 13 mner.

W3 anamnesa: nuarnos cuniapoma Crepmxa-BeGepa ycTaHOBIEH € pOXKIACHUS
Ha OCHOBAaHUU XAPAKTEPHON NeMaHTHOMBI JIUIA , BEK U BOJIOCUCTOM YacTH T'OJIOBBI
cineBa. C 2015 roga odopmieHa UHBAIUIAHOCTH 1Mo odtanbpmoiioruu, ¢ 2017 rona
yCTaHOBJIEHa MHBAIUIHOCTD 110 18 ner. Pe6éHok oOyuaercss B kiacce i JieTel ¢
OTPAaHUYCHHBIMH BO3MOKHOCTSIMU 3JI0pOBBs, ¢ (peBpans 2022 rojga mepeBenéH Ha
nomariaee ooyuenue (3akmouenne [IMIIK).

JNWIeNnTOJOrHYeCKUuil aHaMHe3.

[TepBebiil snunentudyeckuil npuctyn 3aduxkcuposan 15.04.2017 (B Bo3pacte 5
net) Ha Qoue cyodedpunurera (37,0°C). XapakTep mpuctymna: OCTaHOBKA B3TJIS/A,
OTCYTCTBHE PEAKIIMM Ha WHCTPYKIIUM, TOHUYECKOE HaNpsKEHUE, KIOHUYECKHE
noaépruBanus. Berzana BCMII, rocnurtanuzanusi B peaHUMAllMOHHOE OTJEJICHUE.
Hasnauena BanbmpoeBast KucioTa (mpuBesna Kk Habopy 7 Kr 3a MecsiI). Brocnencreun
3aMeHeHa Ha JIEBETHPallETaM.

B 2019 ronmy Mare camMOCTOSATENBHO CHM3WJA J03y IMpernapara B CBSI3H C 3-
netHer pemuccueit. C 2020 roga BO30OHOBWINMCH SIU30/bl 3aMHUpPAHUS, 3aTEM —
NPUCTYNbl C OTBEACHUEM TJla3 BBepX. llocne KOHCyNIbTallMKM 3MHIENTONOra
BO3BpAIll€H JIEBETUpAIleTaM, OJIHAKO KOHTPOJb ocTaBajcsa HenoysHbiM. C 2021 roaa
MPUCTYIIBl YyYACTUIIUCH, 100aBJIeHa BajdbpoeBas KuciaoTa. [locnennrue npucTybl:

- 21.01.2022 — npnutenbubiii (10 30 MuHyT) Ha poHe TemmepaTypsl 38,5°C;

- 08.02.2022 — nnuTenbHOCTHIO 3—4 MUHYTHI;
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- anpenb 2022 — pebEHOK «3aMOoTdaiDy, «3aCThIBIIUNY B3I 2—3 MUHYTHI.

TunUYHBIA OPUCTYII: TOBOPOT T'OJIOBBI B CTOPOHY, B3IJISJ] HAPABJIEH B ATY KE
CTOpPOHY , OOMJIBHOE CIIOHOTEUYECHHE, IIMPOKUE 3pauKu, MOoAEPrUBaHue IryObl (OosbIie
clieBa), JJIUTEIbHOCTh MPUCTYNOB 3—4 MHHYTHI, 3aT€M MOCTIPUCTYIHASI CJIa0O0CTh,
BSUIOCTh , COHJIMBOCTb, HE MOKET BBIMOJIHITh MHCTPYKIIMHM, OTBEYaTh B TEUCHHE 5
MUHYT, OJIHOKPATHOE IMOBBIIIEHUE TeMIIepaTyphl 10 (HeOpmiIbHbIX HUPp cpa3y mocie
npuctymna (kynupyercst HIIBC).

C dempans 2022 roma momobOpana Tepamnusi: neBerupareram 1000 mr x 2
paza/cyt, nenakud xpoHocdepa 375 mr x 2 pasza/cyt( 9:20 u 21:204). Ilpuctymnsl
NMoJaHOCThI0 KynupoBaHbl. llocnenyromee oOcnenqoBanne B PJIKb 1. MockBbl
HOJTBEPIUIIO LETECO00PA3HOCTh TaHHON CXEMBI.

HeBpoaoruyeckmii craryc (B tuHamuke, 2025 r.)

Cos3nanue sicHoe, peakuus ajaekBaTHas. [masueie menn: OS < OD. 3pauku
CpelHel BelMYuHbI, (poTopeakius KuBas CripaBa, cieBa Bsias. J|BH>KEHUsI T1a3HbBIX
s0JIOK OrpaHUYEHbI KHAPYXH Ha 1-2 MM ¢ 00euX CTOpOH, KOHBEPIeHIUs ocaabiieHa.
HocoryOHnble cknagku cuMMeTpuuHbl. [ 10TOuHBIN pediiekc BbI3bIBaeTcs. ['mybokue
pedIieKkchl ¢ pyK KUBBIE, paBHbIC; KOJICHHBIE O’KUBJICHBI, paBHbIC. MbIlIeuHas cuia 5
6ammoB. IlomoxxurenpHBIN cuMnToM babuHckoro ¢ obemx cropoH. Iloxomka He
HapyueHa. KoopauHaTopHble poObl yI0BIETBOPUTEIIBHBIE.

JlaHHbIe HeliPOBU3YyaJIU3alMHU (CBOJIKA)

- MPT ot 10.2021: rnmo3Ho-aTpouuecKkue U3MEHEHHS JICBOTO TOJYyIIapHs,
xapaktepHble mia cuHapoma Crepmxa—BeOepa; JI€BOCTOPOHHUNM  TeMIOpPaIbHbBIN
CKJIEPO3; IBYCTOPOHHUE MAPaBEHTPUKYJISPHBIC TJIMO3HBIE U3MEHEHUS JIOOHBIX JTOJICH
(BEpOSITHO KaK TMOCIEJACTBUE  THUIMOKCHYECKU-UIIEMHUYECKOTO TIOBPEKICHUS B
nepuHaTAIbHOM MEPUOJE); peTpouepeOeuisipHas apaxHouganbHas Kucta 25x49%28
MM; KOCBEHHBIC MPU3HAKH TUIATUOA3HH.

- MPT ot 12.2023 u 12.2024: xomruiekc mnposiBieHui Oose3Hu Crepka—
Bebepa ¢ mpeuMyiiecTBeHHBIM MOPAKEHUEM BHUCOYHBIX, TEMEHHOW M 3aTHUIOYHOU

JOJIEW CJIEBA; JIEBOCTOPOHHUM ME3HAIBHBIM TEMIOPAIBHBIA CKIIEPO3; YMEpPEHHAas
[HeBHUK Haykn | www.dnevniknauki.ru | CMW 2/1 Ne ®C 77-68405 ISSN 2541-8327




2026
Ne4
SJIEKTPOHHbIN HAYUHBIM )XYPHAJI « THEBHUK HAYKH»

arpodus mozosmcToro Tena (corpus callosum); atpodudeckue W3MEHEHHs JIEBOTO
IJIA3HOTO S0JI0KA U 3pUTEIHLHOTO HEPBa.

- MPT ot 10.12.2025 (3numnpoTokost): 0e3 SBHOW AWHAMHKHU, TOATBEPKIACHA
aTpodust 3pUTENILHOTO HEPBA CJIeBa, peTpolepeOesIspHas KUCTa.

III'-MOHMTOPHUHT (KIIFOUEBOE)

- 15.04.2022: pernonanpHas >nuiaenTu(@opMHas aKTUBHOCTh BO CHE B JICBOM
700HOM oOnacth  (OCTPO-MEMJICHHOBOJIHOBbIE — KoMmIuiekchl  100-250  mkB);
¢ y3HbIE MOJIUMTUK-MEJIEHHOBOJIHOBBIE pa3ps bl 10 750 MkB.

- 02.02.2023: aKTUBHOCTH HHU3KUM HHIEKCOM B JIOOHBIX 00JAaCTSIX OOJIBIIIE
cieBa (MUK-mMeIeHHOBOIHOBBIE 70—150 MKB).

-+ 12.12.2023: TunuyHas smwienTuOopMHas aKTUBHOCTh HE 3apETUCTPUPOBAHA;
€IMHUYHBIN TTOJTMCIIalK-MeIJICHHOBOJIHOBOM 3JIEMEHT B IIpaBoi JJ0OOHON 001acTH.

- 23.08.2024 (Buneo-231 cHa): snuinentuOpMHON aKTUBHOCTH HET.

08.12.2025:  »nunentudopmHas  aKTUBHOCTh  YOEIUTEIBLHO  HE
peructpupyercs; OudpoHTanbHO u30bITOUHAs Oera-akTuBHOCTH 10 70 MKB
(BeposiTHO, BiausiHue ADII).

OdranbmosiornyecKuii craTyc.

Bpoxnéanas koMneHCUpOBaHHAS HEOJHOKPATHO OINEPHPOBAHHAS TJIAyKOMa
OS, «nanaHHbBli JpeHaXx AxMmena, JIEHTOBUAHAS AUCTpodUs  POTOBUIIHI,
OCJIOKHEHHAs Karapakra. ['eMmanrnoma Bek cieBa. Muomnms cpegHen CTEleHH,
CJIOKHBIM MHUOINHWYECKUN aCTUITMATU3M MOpaBoro riaza. Hucrarm mpasBoro riasza
(ormeuen mpu psage ocmoTpoB). OS = 0, OD — mnporpecCuBHO CHMXKAETCS.
Anrvonatusi cerdarku OU. ['nmasonmBurarenbHbie HapymieHus (OTpaHUYCHHE
OTBEJICHMSI, OcIabJieHne KOHBEPIeHIIMHU ) HOCST HEUPOTEHHbBIN XapaKTep.

JlaGopaTopHubie mannbie (09.12. 2025)

- AJIT 66,4 En/n (HOpMa 4-36), L11d- 314 En/n( Hopma 98-279)

- Konnenrpanus nesetupanerama: 18,18 mxr/mi (Hopma 10-37).

BanenpoeBoit kucnotel: 57,84 MKr/min (TepameBTHUecKuid nuamnazoH 40—

100).
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(ITpenpiaymme ypoBuu: 2022 r. — neBetupaneram 20,9 mkr/mur;, 2024 r. —
BaJbIpoaT 68 MKI/MiI).

KoHcyabTanum cneuuaancros.

[lcuxuatp (2022): F06.8 — oprannyeckoe 3MOIMOHATBHO-IA0UIBHOE
PacCTpONCTBO.
- Heitpoxupypr: perpouepedeisipHasl KUcTa, CTPYKTYpHask SIUIICTICHS.
Kapauonor: mokHBIE XOpABI JIEBOTO KEIyJ04YKa, (DYHKIIMOHAIBHBIN
CUCTOJIMYECKHN LIYM.
[Icuxonor (2025): CHWwKEHUE JIOTUYHOCTH MBIIIJIEHUS, ATTEHTHUBHO-
MHECTHYECKOE CHUKEHUE, BOJIEBbIE HAPYILICHMUS.

JAudpepenumnanbHass AMArHOCTUKA

YuutbiBass ~ HaJAM4KME€  CTPYKTYPHOW  SIUJICTICHM,  TJIa30JIBUTATEIIbHBIX
HAPYILICHUM, BPOXIEHHOM TE€MHAHTMOMBI H XapakTepHblX MPT-n3menenni,
g depeHnranbHblil 1UarHo3 TPOBOJUICS CO CAEAYIOIMUMH COCTOSTHUSIMU.

1. Ipyrue ¢pakomaTo3bl

Heiipodubpomaroz 1 tuma (H®1). s HD1 xapakTtepHbl MHOXKECTBEHHBIE
MUTMEHTHBIE MATHA «KOdEe ¢ MOJIOKOM», HEHpOoPUOpOMBI, y3enku JIuiia Ha paayxKke,
IJIMOMBI  3puTenbHbIX HepBoB. Ha MPT Tunuuner tmmomsl, FASI (oGmactu
HeCcTeIM(UUECKOTO  TOBBIIMICHUST CUTHaJla Ha T2), HO HE  BBIABISIETCS
JIENTOMEHUHT€AJIbHBIA aHTHOMATO3 U TPaOEKYJSPHBIN KaJbLIMHO3 KOPbI. Y HaIIero
MalKreHTa OTCYTCTBYIOT KOXKHbIe Mapkepsl HD 1, HET onTHKO-XHa3MaJIbHBIX TJIMOM, a
Beayuen MPT-kapTUHOM SBJISIETCA KOPKOBBIM KaJIbIIMHO3 U BEHO3HBIE AHTMOMBI, YTO
uckinoyaer HO1.

Ty6epoznsiii ckiepo3 (TC). IIpu TC knaccuueckas Tpuanaa: aHTHO(PUOPOMBI
JIMIa, TUIONUTMEHTUPOBAHHBIE TATHA, IIarpeHeBbie Osimiku. HeipoBusyanuzarus
BBISIBIIIET CYOSIMEHIMMAIIbHBIE Y3JIbl, KOPKOBBIE U CYOKOPTHUKAIbHBIC TaMapTOMBI,
cyOaneHAMMalIbHbIe TUTAHTOKJIETOYHBIE aCTPOIIMTOMBI. Y TalUeHTa HET HU OJHOTO
M3 OTUX T[PU3HAKOB; XapakTepHas JIENTOMEHHMHIE€allbHasi aHTMOMATO3HAas

MHQUIBTpAIUs U TEMAAHTHOMA JIMIIA SBJISIOTCS TATOTHOMOHUYHBIME 111 SWS.
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Cungpom Kiunnens—Tpenone-BebOepa. Xapakrepusyercs KaluUIIpHbIMU
Manb(QopMaIUsIMU, TUIIEPTPOPHUEH MITKUX TKaHEW U KOCTeH KOHEYHOCTH, YaCTO —
apTepUOBEHO3HbIMU (ucTyidamu. I[lopa)keHue TrOJOBHOIO MO3ra HETHIIMYHO. Y
NAIUEHTa OTCYTCTBYIOT TUIIEPTPOUS KOHEUHOCTU WM COCYIUCThIE Mallb(hopmanuu
KOHEUYHOCTEH, OCHOBHAsI maroJiorus Jokaian3oBana B IITHC u mume.

2. Muactenus (ria3Has popma)

Mpuactenust Moriia Obl paccMaTpUBAaTBhCS MPU H30JUPOBAHHOM IUIUIONUU H
nTo3€ C (PIIOKTyalMeil CUMIITOMOB U MATOJOTUYECKON yTOMIIsIeMOCThI0. OHAKO:

* y THalMeHTa HEeT NTO03a, HEeT YETKOM 3aBHUCHMOCTH JIBOEHHUS OT Harpys3ku
(rmazonBUTaTENbHBIE HAPYIIEHUS IEPCUCTUPYIOT ITOCTOSHHO);

* OTCYTCTBYET (DEHOMEH YTPEHHEW KOMIIEHCAIIUN U BEUYEPHETO YXYALLIECHUS;

JEKPEMEHT-TECT HE MPOBOJMJICSA, HO KIMHMYECKHM HET MHUACTEHHYECKHX
KPHU30B WK OyIbOApHBIX TAPOKCU3MOB;

Beyllasi poJib IPUHAUIEKUT CTPYKTYPHBIM M3MEHEHUsM (aTpodus
3pUTEIBLHOTO HEPBA, TEMIIOPAIBHBINA CKJIEPO3, KHCTA), YTO MCKIIOYAET MEPBUYHBIN
CHUHANTHYECKUN JTe(PEKT.

Takum 00pa3om, MUACTEHHS] MAJIOBEPOSITHA.

3. Kpanuaneubie Heijponatuu mpu caxapHoM auadeTe (M30JMPOBAHHBIE U
MHOKECTBEHHBIC).

JlnaGeTnueckue KpaHUAJIbHbIE HEWPONATHM  MPEACTAaBISIOT  co00M  peakoe
OCJIOKHEHHE JUIMTENBHO TEKYIIEro caxapHoro auadera, daiie 2 TUMa, U MOTYT
HPOSIBISITHCA U30JINPOBAHHBIM WIn MHO’KECTBEHHBIM HOpaXKEHUEM
rnazoasuratenbHbix  (111),  O6mokoBeix  (IV) wu  orBomsmmx (V1)  Hepsos.
[laToreHeTnyecku OHM CBsI3aHbl C MHKpPOAHTMOINIaTHEH Vvasa nervorum u
METa0OJMYECKUMH  HapyLIEHUSIMU, MPHUBOIAIIMMU K umiemMun Heppa. Jlnd
nunabernueckoit Heiipomatuu |l HepBa xapakTepHO ocTpoe Havano ,00ib B
OpOUTaTIbHOM O0JIaCTH M «3pAvOK-IIAASIIUID Nape3, Tak Kak MapacuMIIaTUYECKHUe
BOJIOKHA, UAYIIME K 3padKy, PacroJliararoTcsi MOBEPXHOCTHO M PEIKO CTPAAAOT IPH

MHUKPOAHTUOIIATHH .
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B nonp3y auabeTndeckod KpaHHAIbHOM HEHPONATUM B JJAHHOM KIMHUYECKOM
CJy4ae MOTJIA ObI CBHJIETEITLCTBOBATH:
- Hanmnuue oxkupenus |1 crenenu (daxrop pucka CJI 2 tumna);
- OCTPOE WUJIU MOJOCTPOE Pa3BUTHUE IUILIONUHU (y MAMEHTa CUMIITOMATHKA CTaOMIIbHA
Y XpOHHUYECKas);
- CIIOHTaHHBIN perpecc CUMINTOMOB B TedeHHe 2—6 MecsleB Ha (hOHE KOMIIEHCAlUU
YIIEBOJIHOTO OOMEHA.

OpnHako MPOTUB AAHHOTO AMArHO3a rOBOPSIT:
- MOJI0J10M Bo3pacT nanueHTta(13 ner);
- OTCYTCTBHE Ja0OPAaTOPHBIX NAHHBIX 3a CaxapHbId auadeT (riroKo3a KpoBu 4,42
MMOJIb/J B TIpeiesiax HOPMBI);
- OTCYTCTBHE XapaKTEPHOTO OCTPOrO Havaja;
- HaJIM4#e Kiaccuueckon Tpuaanl cuHapoma Crepmxa—Bebepa (remmanrnoma nuia,
JENTOMEHUHI€abHBIA AHTMOMATO3, TJIAyKOoMa), KOTOpas IMOJHOCThIO OOBSCHSET
MMEIOIIYIOCS HEBPOJIOTHUECKYIO U OPTATBMOJIOTHIECKYI0 CAUMITOMATHKY.

4. Cocyauctelie MmaiabhopMmaluu cTBosa (kaBepHoMbl, ABM)

M3onupoBaHHas KaBepHOMa CTBOJa Morja Obl JaTh TIJ1a30/JBUTaTelIbHbBIE
HapyIlIeHUs, OJHAKO:

MPT He BbIsIBHMIIA TE€MOCHIEPUHA, OYArOB TIJIM03a WIM COCYIHUCTBIX

Maib(popMaIuii B CTBOJIE;

* y TaIMeHTa €CTh JICITOMEHUHTEATbHBIM aHTMOMATO3 KOPHI, @ HE CTBOJIOBAs
NaTOJIOTHUS,

TJIa30/IBUTATEIbHBIC HApYIICHUS OOBSICHSIIOTCS BTOPUYHOM HWINEMHEH W

KHCTOM, a HE MEPBUYHON MaTb(hopMalnei.

5. Dnuierncus ¢ ri1a3o0ABUTraTebHbBIMU (heHOMeHaMU (JIOOHO-BUCOYHAs)

[IpucTtynbl ¢ MOBOPOTOM TOJIOBBI M TJa3, 3aCThIBAHHEM B3TJIS[A SIBIISIOTCS
TUTTAYHBIME VIS STHICTICHH JTOTIOJTHUTEIFHOM MOTOPHOW 30HBI WJIM (DPOHTAIILHBIX

IJ1a30/IBUTATENIbHBIX MMoJieH (1moJie 8). Y maruenra:
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BEpUPUIMPOBAH JIEBOCTOPOHHUI TEMIIOPAJbHBIA CKJIEPO3 M KOPKOBas
TUCILIA3US;

- O0I" noaTBepxaana GokanbHYI aKTUBHOCTb B JIOOHOH 00J1acTH CIIEBa;

* TIOJIHBIM OTBET Ha KOMOMHALIMIO JIEBETUpALlETaM+BaJIbIIPOAT MOATBEPKAACT
ANWIENTUYECKYIO IPUPOAY NAPOKCU3MOB.

[TocTukTanpHas runeprepMusi — PEIKUM, HO OINUCAaHHBIA (PEHOMEH Ipu
JUTATENbHBIX (POKATBHBIX MPUCTYTIAX C BOBICYCHUEM IMIIOTATAMUYECKUX CTPYKTYP.

I'mazopBuraresbHbie HapymeHus npu cuaapome Crepaxa—Bedepa

VY nanueHTa BbISBIICHBI:

- orpannuenue oreneHus (VI mapa) o6oux ria3 — MOXKeT ObITh CIEICTBUEM
UIIEMHUH CTBOJIA MO3ra IpPH BEHO3HOM 3aCTO€ W HAIUYUU PETpoLepeOeuIsspHON
KHCTBI;

* ocnalJeHne KOHBEPreHIMH — IMPHU3HAK MOpaKeHUsl Me3eHIedanoHa (sapa
[lepnua);

AHU30KOpHUS C BsUIOM (OTOpPEaKIMe clieBa — COYETaHHE TJIAYKOMHOMN
aTpo(uu 3pUTEIBHOrO HEPBA U LIEHTPAJIILHOTO MOPaKEHUS 3paUKOBBIX ITyTEH;

HUCTarM IpaBOro IJjla3a — KOMIIEHCATOPHBIA Ha (POHE HU3KOTO 3pEHMs
JIEBOTO IJ1a3a + BO3MOXHO, CTBOJIOBOW KOMIIOHEHT.

B nurepatype riazonBurartelibHble HapyIICHUs, U MOpakeHue N.Opticus mpwu
SWS cBA3BIBaIOT € TpeMsI MEXaHU3MaMHU:

1. mpsAMBIM BOBJIEUEHHEM IJIa30/IBUTATEIbHBIX SAEP CTBOJA B AHTMOMATO3HBII
npoiiecc (peaKo);

2. BTOPUYHOM MIIEMHUEN BCJIEACTBUE APTEPUOBEHO3HBIX IIYHTOB M BEHO3HOMN
rurnepreHsuu [9];

3. arpoduei 3puTeILHOI0 HEpBa M KOPKOBBIMU HApyIIEHUSIMU cakkan [6, 10].

JleTanbHasi TONMMKO-TIATOIEHETHUYECKAss CXEMa MOpPaXEHUs sIep y HJaHHOTO

nanueHTa npejacranieHa B Tadmure 1.

[HeBHUK Haykn | www.dnevniknauki.ru | CMW 2/1 Ne ®C 77-68405 ISSN 2541-8327




Tabnuua 1. Tonuko-naToreHeTuyeckas cxema MOpakeHUs sJep W MyTed B3opa y nauueHrta ¢ cuuapoMmoM Crepmxa—Bebepa—

Kpa66e (c MeTogamu BepuduKammm).

SJIEKTPOHHbIN HAYUYHBIM )XYPHAJI « THEBHUK HAYKH»

YpoBeHb [Topaxénnas OcHoBHOMl Mexanu3M | Knnnuueckuit Meton Bepudukaum JlononHuTENBHBIE
MTOPaKCHUS aHATOMHUYECKast nopaxkenus mpu SWS | denomen y MaTOrCHETUYECKUE
CTPYKTypa MalueHTa (hakTopbl
KopxkoBbrit JleBoe n00Hoe | XpOoHUYECKass UIEMUS 3aTpyIHEHU MPT (rmuo3Ho- | JIeBoCcTOpOHHUM
IJ1a30/IBUTaTeNIbHOE Y TJIMO3 KOpHI Ha (OHE | € WHUIUAINY | aTpoPUUecKre  HW3MEHEHHS | TeMIOpalIbHbII
nosie (FEF, mosie 8 mo | menToMEeHUHTEaIbHOTO | TOPU30HTATBHBIX JIeBOM JTOOHO J0JH), BUIECO- | CKIIEPO3,
bponmany) aQHTMOMAaTO3a Kackas, 200 (doxanbHas | KOpTUKATbHAS
«3aCTBIBaHUEY snuienTudopMHas JUCTLIIA3US
B3TJIsiJa BO BpEMs | aKTUBHOCTH B JICBOU JIOOHOM
AMUIECNTHIECKOTO 00JacTh)
MpHUCTyTa
[ToakopkoBbIi KopTtuko-cTBOI0BEIE Bropuunas Ycunenue Hesponoruueckuii JIBycTOpoHHUE
(TIpOBOTHUKOBEIN) | MyTH (TIEpeaHss HOXKKA | IeTeHepaIus MU PAMHUTHOM OocMOTp  (MATOJIOTUYECKHUE | TAaPABEHTPUKYIISIPHBIC
BHYTPEHHEH KarCyibl) | BCJICICTBHE HEJIOCTaTOYHOCTH CTOITHBIE 3Haku),MPT | rimuo3Hbie H3MEHEHUS
KOPKOBOTO ITOPAXKEHUS | (CUMITOM (mepUBEHTPUKYJIAPHBIN
babunckoro C | TJIHO3)
00€eHX CTOPOH)
CtBOJIOBO# Snpo [Tepnua Snpo Ilepnua Ocnabnenue | HetipoodTanbmomoruueckuii [TnaTu6aszus,
(cpeanuii MO3T) (MenuanpHOE (MenuanbHOE KOHBEPIeHLIUH OCMOTp (mpoba Ha | peTpouepedesipHas
napacuMIIaTHYecKoe MapacuMIIaTHYECKOe KOHBEPT€HLINIO — | kucrta  (Kommpeccus
SIIpO, KOHBEPreHus) | siApo, KOHBEPIEHLUs) HapyIICHUE CBEZICHMS | CTBOJIA)
masHeix  g0m0k),  MPT
(oTcyTCTBHE  O4YaroB, HO
KOCBEHHbIE pU3HAKU

WIIEMUU CTBOJIA)
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CtBONOBOM
(cpennuii MO3r)

[TapacumnaTuueckue
BOJIOKHA aapa
DOnunrepa—Bectdans
(B coctage |1l nepsa)

HNmemnueckoe
IIOpaKEHUE +
COYETAaHHAA
rJIayKoMHast aTpoust

Anmzoxopus (OS >
OD), BsiTast
(dhoTopeakius cieBa

OcMoTp HeBposora (OIeHKa
3pAauKOBBIX peakimii),
0 TaTBMOJIOTHYECKU I
ocMOTp  (OMOMHKpPOCKOIIHS,
npsiMast  0pTaTbMOCKOIIH),
MPT (atpodus 3puTeILHOrO
HEpBa)

XpoHHuueckas
BEHO3Has
TUIEepTEeH3Us

CrBonoBoit [TapamenuanHas Kommpeccus JIBycTOpOHHEE MPT (Buzyanuzanus | Jlebpopmanus MocTa,
(mocT) MOCTOBast peTpolepedeIUIIpHON | 3aMeIeHne KHUCTBI, AeopMaInsi MOCTa), | TTOBBIIICHHUE
pETUKYIISIpHAs apaxHOWIATbHOU TOPU30HTAIBHBIX HEHPOOPTATEMOJIOTHUECKUN | BHYTPUYEPEITHOTO
dopmanus (PPRF) KHCTOU (25%49%28 | cOmPYKECTBEHHBIX | OCMOTP (o1leHKa | MaBIEHUS
MM) +  BEHO3HBIH | IBMIKCHHH, CaKKaJIMYE€CKUX JBH)KCHUM )
3aCTOM OTpaHUYCHUE
OTBEJICHUS
CtBOI0OBOI Snpo OTBOJIAILIETO Komnpeccus JIBycTOpOHHUI Hetipoodranemonornueckuii | Benosnas
(mocT) HepBa (nucleus nervi | KUCTOMW + MIIeMHs NIPH | Tape3  OTBEIACHHS | OCMOTp  (OleHKa 00BEMa | aHTMOMAaTO3HAs
abducentis, VI) apTEpPUOBEHO3HOM ITIa3HBIX SI0JIOK | IBMDKCHMI TUIA3HBIX S0JOK B | MHOUIBTPALIUS
ITYHTUPOBAHUU (HemoBeieHUE TOPU30HTAIILHOU cTBoJia (penKo, HO
KHapyu Ha 1-2 | IUIOCKOCTH), MPT | BO3MOXHO)
MM) (xoMmmpeccus CTBOJIA)
CTtBOJIOBOH MennansHbli YacTtuuHas OtcyrcTBUHE Knuanueckui CouetanHoe
(IPOBOIHUKOBBIN) | MPOJONBHBIA  ITYYOK | HMILEMHs/KOMIIpeccusi | rpyOoi OCMOTD (mpoba Ha | BO3JCHCTBUE KUCTHI U
(MIIII) w©a yposHe | (6e3 moxHOTO OJI0KA) MEXBSIEPHOU COJIPY’KECTBEHHOCTh BEHO3HOM
MocTa oTamTbMOIIETHH; | TOPU3OHTAIBHBIX JABWKEHUH, | JUCIUPKYIISALINAN
ocrabieHue OTCYTCTBHE
KOHBEPICHIIUM KaK | JUCCOIMUPOBAHHOTO
MPOSIBJICHUE HHCTarMa), MPT
pOCTpaJIbHOTO (ucknroueHue IIOJIHOTO
nopakennst MITITT 0J10Ka)
KopemikoBbrit Kopemxku VI nepsa | Komnpeccust Ha | lonomuutensHbii | MPT ¢ kKOHTpacTupoBaHuEM | XpOHUYECKas
(6a3anbHbBIE HUCTEPHBI) | OCHOBAHUU yepena | BKJIaj B | (BU3yanu3alnusi KOpPEIIKOB, | BEHO3HAs
(BEHO3HBIE AHTHOMBI, | TBYCTOPOHHEE UCKIIIOYEHHE  HEBPUHOM), | TUIIEPTEH3US pu
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JIUKBOPHAs OrpaHUYCHUE mombanbHas myHKnus (rmpu | SWS
TUTIEPTEH3MS) OTBEJICHUS MOJIO3PEHUH Ha JMKBOPHYIO
TUIEPTEH3UIO — HE
IIPOBOAMIIACH PYTUHHO)
[Tepudepuuecknii | 3putenpasiii HepB (Il | Bpoxknénnas Cnerota  neBoro | OdTanbMOIOrHYeCKUi Heonnoxpartasie
(ceHCOpHBIiT) napa), JeBbIi rJIaykoMa — | rnaza (visus OS = | ocmotp (BU3OMETpUS, | aHTUTIIAYKOMATO3HBIC
BropuuHast  atpodus | 0) 0 TaTBMOCKOTIHS — | omepanuu,  ApeHaX
3pUTEIILHOTIO HEPBa onenuerii  /I3H), OKT | Axmena
(MCTOHYEHHE CJ0 HEPBHBIX
BOJIOKOH), Y3 opbur
[Tepudepuuecknii | 3putenpHbiii HepB (Il | XpoHnueckas [IporpeccuBnoe OdranpMonorndecKuii Muomnus CpenHen
(ceHCOpHBIiT) napa), mpaBblit AQHTHOMATHUSI CETYATKU | CHJKEHHE 3pEHHs | OCMOTp  (BHU3OMETpHUSI B | CTENEHH,  CJIOKHBIN
+ KoMmIpeccuss TMpH | IPaBOro riasa JTMHAMUKE), OKT, | Mmuonuyeckui
TIIayKOMe aHruorpadus CeTIaTKH aACTHTMaTU3M
AddepentrHo- CencopHas OtcyTtcTBHE Hucrarm mpaBoro | Heitpoodramemonorudeckuii | CoueTaHHBIN
s dhepeHTHOE JenpuBalusl  JIEBOTO | 3pUTEIBHOM riiasa OCMOTp (peructparus | CEHCOPHBIN u
B3aUMOJICHCTBUE | ri1a3a adbdepentanum cneBa | (KOMIIEHCATOPHO- HUCTarMa),  BHJICO3ANKCh, | MOTOPHBIM HUCTarM
JenpuBanyoHHbid, | OHI
BO3MOKHO ¢ | (anexTpoHucTarmorpadus
CTBOJIOBBIM — 10 TMOKa3aHUSIM)
KOMITOHEHTOM)
OkcerpacTBoiioBbie | Perpouepebemnsipnas | Kommpeccus Yceyryonenne Bcex | MPT  (T1-, T2-pexumsl, | Pasmeper  25%x49%28
(bakTopsI apaxHoOHWJadbHas KHCTa | MO3)K€UKa M CTBOJA, | CTBOJIOBBIX FLAIR) B ngunamuke (2021, | MM, cTaOuibHas 10
HapyllIeHue CHMIITOMOB, 2023, 2024, 2025) — | gauaeim MPT 2021-
JIMKBOPOJAVMHAMUKHU BO3MOKHOE pa3mepel  25x49x28 MM, | 2025 T
BIIUSTHUE Ha | cTa0uIbHAs
KOHBEPIeHLUI0 U
OTBEJICHHE
DKCTpacTBOJIOBBIC | BeHo3Has XpoHUYecKas donoBOE MPT  (SWl-pexxum  — | [ToarBepxkneno MPT-
(hakTopbl TUCITUPKYITSITTHS BEHO3HAsl TUTIEPTEH3HsI | COCTOSIHHE, KaJIbIIUHO3 KOPBI, | IpU3HAKAMU
(anTHIOMATO3) — muddy3Has | MOgyTUpYIOIICe pacIIMpeHre KOPTUKAIBHBIX | (pacliupeHne  BEH,
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WIIEMUS CTBOJIA BBIPOKEHHOCTD BeH), MP-Benorpadus KaJIBITMHO3)
IJ1a30/IBUTaTEIbHBIX
HapylHIeHUN
OkerpactBosioBble | [lnmatnbazus Hedopmarnus  3agueit | [lorenuumansHoe MPT (carutranbueie | Borinena na MPT ot
(bakTopsI (kpannoBepTeOpaIbHas | YePEITHOMN SIMKH, | ycyryOJieHne MIPOCKIINH, omenka | 10.2021
aHOMAaJIH) OTHOCHUTEIIBHOE KOMIIPECCHH CTBOJIA | KPAaHHOBEPTEOPATHLHOTO
CMellleHUe CTBOJIA u YeperHo- | mepexonaa)

MO3I'OBbIX HCPBOB
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Coxpanienus:
SWS — cumampom Crepmka—Bebepa—Kpadcoe (Sturge—-Weber—Krabbe
syndrome);

FEF — dponransHoe rinazoasurarensHoe noie (frontal eye field);

PPRF — mapamenmannass MoctoBas peTtukyisipHas (opmarus (paramedian
pontine reticular formation);

MITIT — menuansHBINA TpoAoasHEIA Tydok (Medial longitudinal fasciculus);

OS — oculus sinister (JieBbIH TJ1a3);

OD — oculus dexter (rmpaBbiii 1J1a3);

MPT — MarHuTHO-pe30HaHCHas: TOMOrpadus;

SWI — susceptibility-weighted imaging (pexxum, 4YyBCTBHTEIbHBIA K
KaJIbLIUHO3Y U BEHO3HOM KPOBH);

FLAIR — fluid-attenuated inversion recovery;

OKT — onTuyeckas korepeHTHas ToMorpadus;

90T — anekrposHuedanorpadus;

OHI" — snexkTpoHucTarmorpadus;

J3H — nuck 3puTensHOro Hepna.

Kinunn4yeckuii BbIBOA:

Couertanne metonoB HeWpoBuszyanuzauuu (MPT B pasznuunbix pexumax),
ANEKTPOPHU3NOIOTHI (23) 151 KJIMHUYECKUX OCMOTpPOB (ueBpoJIor,
HelpoodTamTpMoor, 0(TaTbMOJIOT) TMO3BOJISIET BepUDUIIMPOBATH MHOTOYPOBHEBOE
NopakeHWe TNyTel B30pa Yy OJIHOrO nanueHTa Oe3 MNPUMEHEHUsS HWHBA3UBHBIX
npoueayp. JlaHHbII  MOAXOM  COOTBETCTBYET  aKTyaJdbHbIM  KJIMHUYECKUM
PEKOMEHAIMSM MO0 BEACHUIO MaIMeHToB ¢ cuHapoMoM Ctepxa—Bebepa [16].

Oo6cyxaeHue

[IpencraBieHHBI  KIMHUYECKUM  Cllydyald  JEMOHCTPUPYET  TUIMYHYIO
sBosoniuio cuHapoma Crepka—Bebepa—Kpabbe ¢ panHUM Je0I0TOM KOXKHBIX

NpOSIBIICHUM, pa3BUTUEM  (PAapMaKOPE3UCTEHTHOM  CTPYKTYPHOW  DIHIICIICUH,

[HeBHUK Haykn | www.dnevniknauki.ru | CMW 2/1 Ne ®C 77-68405 ISSN 2541-8327



2026
Ne4
SJIEKTPOHHbIN HAYUHBIM )XYPHAJI « THEBHUK HAYKH»

(dbopMHUpPOBaHHEM TEMIIOPATBLHOTO CKJIEPO3a, aTpOPUHU 3pUTEITHLHOTO HEPBA U CTOMKHUX

r71a30BUTaTEIbHBIX HapymeHuil. KitoueBbie ocoOeHHOCTH:

1. Dnunentuyeckue IMPUCTYIIbI C IJ1a30ABUI'aTCIIbHBIM KOMIIOHECHTOM
(MOBOPOT TOJIOBBI W TIJla3, 3acThIBAHME B3TJIsAJa) —  BaXKHBIU
JTUArHOCTUYECKUNA  Mapk€p  JIOOHO-BUCOYHOM  JIOKaJIM3allMM  ovara.
ITonoxuTenbHBIN Bq)(I)CKT KOM6I/IHaHI/II/I JE€BCTUpALCTAM + BaJIbIIpOaT C
JOCTUXKEHUEM  3-JIETHEM  PEMUCCHM  COOTBETCTBYET  COBPEMEHHBIM
pexoMeHaanusaM 1o jedeHuto smwterncun npu SWS. JluHamuka Tepanuw,
KOHTPOJISL TIPUCTYIOB, MOOOYHBIX A(PGEeKTOB W ypoBHEW mNpemnapatoB B
KpOBU oTpakeHa B Tabumuiie 2.

Tabnuna 2. JIlnHamuka Tepanuu 1 KOHTPOJIS SIHICTICHT

ITepuon [Ipenapar KonTtposs [To6ounbIe YpoBeHb B KPOBHU
(cyrouHas 103a) | IPUCTYIIOB 3¢ heKThI

2017-2018 Banbnpoar (mo3a | YacTuuHbIi Ha6op wmaccer | He onpenensiics
HE yKa3aHa) tena (+7 Kr 3a

MECSIII)

2018-2019 JleBeTupaneram Pemuccus 3 | He yka3ansl He onpenensncs
(MoHOTEpamnus) roya

2020 CamocrosrenpHas | Penuaus - -

2021 JleBeTuparieram + | Hemomusrii - He onpenensercs
BAJIBIIPOAT

02.2022- JleBeTupaneram ITonnas IToBbiIEHME Levetiracetam

HACT.BpeMs 2000 wr/cyr + | pemuccusi(3+ AJIT (66,4 | 18,18 mxr/mi; VPA
Banbnpoar 750 | roga) En/m) 57,84 MKr/mMi
MT/CyT

2. 'ma3onBUraTeIbHbIC HAPYIICHUS U TIOpaKeHHe N.OPLICUS y marueHTa UMET

KOMILIEKCHBIN T'€HE3:

OrpaHUYECHHUE OTBEIECHHUS — JIBYCTOPOHHAS HemoctaTodyHOCTh VI Hepsa

(cTBO, peTpolepedeIIpHas KUCTa, BEHO3HBIN 3aCTOMN);

ocjalJieHue KOHBCPICHIIMU —> ITOPAKCHUC CPCIHCTO MO3Ta,

aHMU30KOpHUS W Bsutas ¢oTopeakiuss — codeTaHue nepudepudecKoit

(rmaykoMa) v lIeHTPAJIbHOM MaTOJIOTHH.
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3. JuddepennumanbHas auUarHocTuka €  MHAcCTEHUEH, KpaHUAJIbHON
HelponaTHel mnpu caxapHOM [uabere W APYrUMU (pakomMaTo3amMH HE BbISBUIIA
aNbTePHATUBHOTO AuarHo3a. OTpuliaTelibHble JTaOOpaTOPHbIE MAapKephbl (aHTUTENA K
AChR, MuSK) He wucciaemoBaluch MO MNPUYMHE OTCYTCTBHS MHACTCHUYCCKUX
NaTTEPHOB.

4. PerpouepeOemisipHas apaxHoujajdbHasi KUCTa — 4YacToe, HO He
oOsi3arenpHOE mposiBieHne SWS; MOXeT criocoOCTBOBaTh KOMIIPECCUU MOKEUKA U
CTBOJIA, YCYTYOJIsisl OKYJIOMOTOpHBIE paccTpoiicTsa [13].

Ha ocHoBanum ananusa nuTepaTypbl U JAHHOTO KJIMHHYECKOTO HAOIIOJEHUS
npeyiaraeTcs CIeAyoIuil TMarHoOCTHYECKU alnropuT™ npu nojo3penun Ha SWS ¢
IJ1a30/IBUTaTEeIbHBIMU HAPYIICHUSIMU Y JIETEH:

1. MPT ronosuoro mo3sra (T1, T2, FLAIR, SWI) ¢ konTpacTupoBanuem s
BBISIBJICHHSI JIENTOMEHUHT€aJIbHOTO aHTHOMATO03a.

2.  ODI'-MoHMTOPHMHI CcHa U  OOAPCTBOBaHMS Uil  BepuUKaAIUU
AIMIENTU(OPMHOM aKTUBHOCTHU (0COOEHHO B IOOHO-BUCOYHBIX OTBEJCHUSIX).

3. OcMoTp HeipoodTaibmosiora: oleHKa o0bEéMa JBMKEHUHN TJa3HBIX SOJIOK,
KOHBEPTEHIINH, CAKKa]l, 3paYKOBBIX PEaKIIHIA.

4. Y3U opbur u ontuyeckas korepeHtHass Tomorpadus (OKT) mns omnenku
TOJIITUHBI CJI0S1 HEPBHBIX BOJIOKOH TIPH TJIAYKOME.

5. Uckirouenne muactenuu (mposepuHoBas npobda, antutena k AChR, MuSK
1 OMI' ¢ nekpeMeHT-TeCTOM) MpU aTUITUYHOUN (PITFOKTYaIuu.

3akioueHue

Cunnmpom Crepmxa—Bebepa—Kpadbe ocrtaércs TKENBIM  HEHPOKOKHBIM
3a0oneBaHuEM, TPEOYIOIIMM  MYJIbTHAMCIUIUIMHAPHOTO BeACHUS  (HEBPOJIOT,
HeHpoxupypr, odraibmornor,  Jaepmartosior, ncuxuarp). IIpencraBieHHBIM
KIMHUYECKUN CIIydall JeMOHCTPUPYET KIaCCHYECKYI0 KapTHUHY cuHapoma Crepmxa—
Bebepa—Kpadbe ¢ dopmupoBaHueM CTPYKTYpHOW OJMHJICTICUH, KOTHUTHUBHBIX
HapylIeHui u opTranbMonaronorud. OcoOEHHOCThIO JaHHOTO HAOMIOACHUS SBISETCS

COUYETAHUE TJIA30BUTATENbHBIX HAPYIIEHUN(OrpaHUYEHUE ABUKEHHUI ITIa3HbIX 00K,
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ocjlabJieHne KOHBEPIeHIIMHM, HUCTAarM IMpaBoro TIjia3a) ¢ IMOPAKEHUEM 3pUTEIBHOIrO
HepBa (N. opticus) cieBa, TPOSBISIONIMMCS aTPOPHUEH JIEBOrO TJa3HOTO S0JIOKa,
HEOBACKYJIIPHOM TJIayKOMOM U CHUXKeHueM @oropeakiuu. Takum oOpa3om, y
naiueHTa HMMEET MECTO KOMIUIEKCHOE HeHpoo(TaabMOJOTHYECKOe MOpaxeHue,
BKIItoUaroiee kak addepeHTHole (3pUTenbHBIA HEpB), Tak u dpdepeHTHbIe
(rmazoABUTaTENbHBIE HEPBBI) MYTH, YTO SBJSETCS TUIMYHBIM [UJISl pa3BEPHYTOU
cTaauu SHIE()ATOTPUTEMIUHAIBHOTO AHTHOMATO03a C BOBJICYCHHEM OPOUTAIHLHOW H
CTBOJIOBOM COCYIUCTOU CeTH. JIaHHBIM KIMHUYECKUU CIIy4ad MOKa3bIBAET, UTO JAXKE
OpU JIMTEIbHOW MEIUKAMEHTO3HOM PEMHUCCHUM SIMHICIICUU COXPAHSAIOTCA CTOMKHE
OKYJIOMOTOpHBIE Je(UIHUTHI, TPEOYyIOIHe KOppeKIuu (TMPU3MATUYECKUE OYKH,
OOTYyJNIMHOTEpanusi MpPU COAPYKECTBEHHOM KOCOIJIa3UHM, XHPYPTUUYECKOE JICUEHHE
riiaykoMmsel). JuddepenuuanbHas JUarHoCTUKa ¢ MHACTEHUEH W HM30JIMPOBAHHBIMU
KpaHUAJIbHBIMU HEUPOMATUSIMU JIOJKHA OCHOBBIBATHCS HA HEUPOBHU3yalIU3alluU U
anekTpodusmonornyeckux — Meroaax. JlanapHeinee — HakomJIeHWE — MOJOOHBIX
HaOJIOJICHUIT TIO3BOJIUT YTOYHUTH YACTOTy M TATOT€HE3 TIJ1a30]IBUTaTEIIbHBIX

paccTpoicTB npu (hakomaTo3ax.
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