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MarHuTHo-pe3oHaHcHas ToMorpadusa B auarHoctmke iy
PeAKoro reHeTUMECKoro 3abonesaHusa — Hefgep)KaHus
nurMeHTa (cungpom bnoxa-Cynbubéeprepa) —

Ha npuMepe KJIMHUYECKOro cay4as
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AHHOTALMA

Hepnepxanue nurMenta (cungpom broxa-Cynbubeprepa) — pepnKoe HacneAcTBeHHoe 3aboneBaHue, NposBRAloLLEecs
XapaKTEPHBIMU KOXHBIMW BbICHINAHUAMU U MOPaXEHWEM [APYrMX OpraHoB M cuCTeM. MarHUTHO-pe3oHaHcHas ToMorpadus
ABNAETCA NPUOPUTETHBLIM METO,0M AJ1S1 BU3yann3aLumn CTPYKTYPHOM NaToN0rv roloBHOMO MO3ra ¥ NPOrHo3a HEBPOJIOTMYECKOM
MaHuecTauum y pebeHka.

KnioyeBas ponb [AMarHoCTMKM 3aboneBaHMst HeLlepXaHWs MUrMeHTa MpUHALIEXMT [epMaTonory; MoATBepKaatoLuan
[MarHoCTMKa NPOBOAMTCA NYTEM MOJIEKYNAPHO-TEHETUYECKOro aHanu3a reHa IKBKG.

B npepncraBneHHOM KAMHMYECKOM HabmogeHUMM Yy HOBOPOMAEHHOW [LEBOYKM C BbICHINAHUSMU Ha KOMHbIX MOKPOBaX,
TUMWYHBIMKA  anis cuHapoMa brioxa—Cynbubeprepa, W BhissBNeHHOW Aeneuuen B reHe /KBKG npoBogmnach MarHWTHO-
pe30HaHCHas TOMorpadusa roioBHOr0 Mo3ra, rae Obiiv 0bHapyXKeHbl MHOrOYMC/IEHHbIE Oyary MLLEMMU, KPOBOW3JUSHUA
1 NopaKeHue NpoBOASALLMX NyTeil.

MarHuTHo-pe3oHaHcHas Tomorpadus rofioBHOTO Mo3ra Yy NauuMeHToB ¢ cuHapoMoM bnoxa—Cynbubeprepa ucnonb3yertcs
LN OLEHKM TSIKECTU MOpaXKeHWs BELLeCTBa MO3ra, YTO M03BOSISET 06BACHWTb MPUYMHY HEBPONOTMYECKMX CUMMTOMOB,
CKOPPEKTMPOBaTb peabunmuTaLmoHHble MEpPONPUATUSA, @ TaKKe NPOrHO3MpOBaTh pa3BuTUe pebEHKa.

KnioueBble cnosa: HegepxaHue nurMeHTa; cuHpapoM broxa—-Cynbubeprepa; MarHWTHO-pe3oHaHcHas ToMorpadus;
AereHepaums nposogAwmx nyten; reH IKBKG.
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Magnetic resonance imaging for diagnosing

a rare disease: incontinentia pigmenti
(Bloch-Sulzberger syndrome) on the example
of a clinical case

lgor I. Yarmola', Anatoly V. Anikin', Dmitry A. Gankin?, Lyubov E. Fomina',
Nataliya A. Kharitonova', Ilya S. Zhanin', Alexander A. Pushkov', Milana A. Basargina',
Olga B. Kondakova'

! National Medical Research Center for Children's Health, Moscow, Russian Federation;
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ABSTRACT

Incontinentia pigmenti, also known as Bloch—Sulzberger syndrome, is a rare hereditary disease characterized by typical skin
rashes and involvement of other organs and systems. Magnetic resonance imaging stands as the primary method for visualizing
the structural pathology of the brain and predicting neurological manifestations in an affected child.

Diagnosing incontinentia pigmenti predominantly falls within the domain of dermatologists; verification is performed by
molecular genetic analysis of the IKBKG gene. This study involved magnetic resonance imaging of the brain in a patient with
skin rashes, characteristic of Bloch—Sulzberger syndrome, and deletion in the IKBKG gene, where numerous foci of ischemia,
hemorrhages, and lesions of the tracts were detected.

Magnetic resonance imaging of the brain in patients with Bloch—Sulzberger syndrome is used to evaluate the severity of
damage to the brain substance, which makes it possible to explain the cause of neurological symptoms and correct habilitation,
as well as predict the development of the child.

Keywords: incontinentia pigmenti; Bloch-Sulzberger syndrome; magnetic resonance imaging; white matted tracts
degeneration; IKBKG gene.
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KJIHNHECKIE CITYHAM

AKTYAJIbHOCTb

Hepnepskanue nurmenTa (OMIM 308300: cuiapom bnoxa—
Cynbubeprepa, HeaepaHue nurMenta, Tvn ll) — pepkoe
HacneAcTBeHHoe X-cuenneHHoe 3aboneBaHue W3 rpynmbl
reHoepMaTo30B, KOTOPOE XapaKTepWU3yeTCs MOpaXeHUEM
KOXM, Bonoc, 3yboB, HOMTeW, rnas 1 LEeHTPanbHON HEPBHOM
cucteMbl. 3aboneBaHue B 6ONBLUMHCTBE CNy4YaeB NposBns-
€TCA B NepBble AHW UMW HELEeNN HU3HMU.

B MupoBoii nutepatype onucaHo 6onee 2000 cnyyaes He-
AEepXaHUs MUTMEHTa, W UX KOIMYECTBO MPOAOIIKAET pacTy.
PacnpocTpaHéHHOCTb HefepiKaHUs MUIMeHTa OLeHWBaeTCs
B 0,7 cnyyaes Ha 1 MNH yenoBeK Bo BCEM mupe. YacToTa 3a-
bonesaHus Ha Tepputopum EBponbl — 1,2:100 Tbic. HOBOpOX-
A€EHHbIX [1]. TMprunHoi 3aboneBaHus ABNAKTCA NAaTOreHHbIE
BapuaHTbl B reHe IKBKG (MHrvbutop Kanna-B KuHasbl ramMMa),
PpacnofioXeHHOM Ha [JIMHHOM Mfieye X-XpOMOCOMbI B OKYyCe
Xq28. ['eH yyacTByeT B perynsumm anonTosa, KNETOYHOr0 LIMK-
N3, BOCMasieHnsl, UMMYHUTETa U Apyrux nyTen [2-4].

[na 3aboneBaHMA xapaKTepeH LUMPOKUI KIMHUYECKWI
nonMmMop®m3M — oT HeBOMbLLIOro CHUKEHWS KaYeCTBa W3-
HW [10 NeTanbHbIX CiyqaeB. [1aToreHHble HYKIEOTUAHbIE Ba-
PUaHTbI B 3TOM FeHe MPUBOJAT K CTPYKTYPHBIM U3MEHEHUAM
ronioBHoro mosra [5]. 3T aHoManuu MoryT 6biTb BbiSIBEHb
NMpU MOMOLLM MarHWUTHO-pe3oHaHcHoi ToMorpadum (MPT),
UCMO/b3yeMOi 411 AMArHOCTUKW M APYIUX HacneCTBEHHbIX
bone3Hen Kak MOHOTeHHOM [6], TaK 1 MynbTUdaKTOpUaNbHOM
npupoas! [7].

3aboneBaHue Hacnegyetcs no X-cuenneHHOMY A0MM-
HaHTHOMY TUMY U ABNIAETCA NETabHbIM AN BOMbLIMHCTBA
Malb4MKOB B Nepuof, aMbpuoreHesa. CooTHOLIEHWE BOMbHBIX
neBoyek U Manbumkos — 20:1.

Mpn Hepep:KaHUM NUrMeHTa OTMEYAEeTCS MHOMECTBEH-
HOe MopaeHue OpraHoB U CUCTEM, Pa3BUBAIOLLMXCA Mpe-
WMYLLECTBEHHO M3 3KTOAEPMAanbHOW MNACTUHKU. Bbickl-
naHus Ha Koxe Bctpedatotca B 100% cnyyqaeB u HocAT
MHOJKECTBEHHbIW XxapakTep. OTnuuMTensHoi 0cobeHHOCTbI
ABNAETCA NIMHENHOE pacnosoxeHue (no NMHMAM bnauko)
ny3bipe 1 NycTyn. Y NauMeHToB C HeflepXaHWeM MUrMeHTa
OnUCaHbl anoneums, aHOManuu paseuTua 3ybos, auctpodms
HOrTeW, a TaKKe MOBbLILLEHNE PUCKA O(TaNbMONIOrMYECKON
naToNiorMm — rUnepBacKynspusaLmMn ceTyaTku, KoTopas
be3 nieyeHns MOXeT MPUBOAMTL K OTCNIOEHMI0 (KaK npasu-
710, y TaKMX MauMeHTOB OTC/IOEHME MPOMCXOAMT B BO3pacTe
00 6 net xu3Hu) [8]. BcTpeyatoTca TakKe Kocornasue, Kata-
paKTa, aTpodus 3puTENbHBIX HEPBOB, MUIMEHTHasA NaTosorus
CeTyaTku U MuKpodTanbM. LleHTpanbHas HepBHas cuUCTeMa,
Mo JaHHbIM pa3HbIX aBTOPOB, nopaaetcs B 10-30% cnyyaes
(9] v nposiBNseTCA CyA0pOraMu pasnMyHoi CTeNeHN TAXKECTM
(onmucaHbl cnyyan OT eAMHWYHOrO CYLOPOXHOr0 MpucTyna
A0 XPOHUYECKOM 3MUNENCUM), CHUKEHUEM KOTHUTUBHBIX CMO-
COBHOCTe, 3a1epIKKOI Pa3BUTUSA, CMIACTUHECKMMI Nape3aMmy.
Pexke BCTpeyaloTcA annasus MOOYHBIX XENE3, AOMOJHM-
TeNbHbIE COCKW, NEPBUYHAA NEroYHas rMNepTeH3uns, NeKo-
uMTO3 U apyrvie, bonee peaKue NaToNOrMYECKME COCTOSHUA.
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3aboneBaHne OMarHOCTUPYIOT MOMNEKYNSPHO-reHeTUYe-
CKUMM MEeTOJaMu, KOTOPbIE BbISIBASIOT NaTOreHHbIE reHeTU-
ueckve BapuaHThbl B reHe IKBKG, a TakKe C NOMOLLbIO TUCTO-
NIOTMYECKOr0 UccnefoBaHus buonTatoB Koxu. CywecTsytoT
1 KiMHn4eckue Kputepuu [10], KoTopble NO3BONIAKOT 3aN0A0-
3pWUTb HeflepXaHue NUrMeHTa.

JleueHne HOCUT CMMNTOMATUYECKWIA, NPEBEHTUBHBbIN
XapaKTep U HanpaBfeHO Ha NpefOoTBpALLEHWNE KOXHBIX WH-
(eKLMiA, OTCNOMKM CETYATKY, KYNMpoBaHUe 3MUIENTUYECKUX
npuctynos. [loKasaHbl UMMNaHTauUMA M Koppekuus GopM
npu nopaxeHuu 3y60B, peabunuraums npu HanM4uMm cnacTu-
YECKWX NPOSBIEHNN UNW Nape30B.

OMUCAHWUE KNTMHWYECKOIO CJTYYAA

Pe6éHok J1. (nesoyka) B Bo3pacte 14 AHed nmocTynuna
B OTZLE/IEHNE MATONOTMM HOBOPOXAEHHBIX U AETEN PAHHErO
netckoro Bospacta OTAY «HMUL, 3nopoBba aeteii» MuHs-
Apasa Poccum.

[IpeHamaneHbli aHamHe3. bepeMeHHoCTb NpoTekana
C yrpo3om npepbiBaHus B | n Il TpuMecTpax BCleacTBUE UH-
(GMUMpOBaHMSA LUMTOMEranoBupycoM (NoATBEpPXIEHO MeTo-
[0M MoSMMepasHoi LieMHOM peakuuw) B | TpumecTpe; npo-
BOAMNOCH CTauMoHapHoe neyexue Matepu. B Il Tpumectpe
MaMa TpuxAabl bonena oCTpbIMM pecnmpaTopHbIMUA BUPYC-
HbIMU MHOEKUMAMM, OBaXAbl NOABIANMCH repneTuyeckue
BbICHIMaHWA.

Poapl BTOpbIE, CPOYHbIE, CAMOMPOU3BOJIbHBIE HA CPOKE
rectaummn 38 Heaenb; Macca Tena npu poxaeHum 3470 r, poct
53 ¢M, oueHKa no wKane Anrap 9/9 6annos.

llocne poxcdeHus obluee cocTosHWE YAOBETBOPUTESb-
Hoe. Onpepensnack pacnpoCcTPaHEHHasA 3K3aHTeMa No BCeMy
TYNIOBULLY, MUY U KOHe4HocTaM (puc. 1). ObnacTb Bonocu-
CTOW YacTu ronoBbl CBOBOAHA OT BbickiNaHuii. JlabopaTopHble
noKasatenu B Npejenax BO3pacTHOW HOPMbl, MapKepbl BOC-
naneHus 0TCyTCTBOBanM.

C YeTBEPTHIX CYTOK }M3HM OTMEYaNochb yxyhuleHue ob-
LLEro COCTOSHWSA: MOSIBNEHWNE LIMaHOTUYHbBIX MATEH HA HOrax
M PYKaX, MKTEPUYHOCTU KOMHbIX MOKPOBOB C CEPOBATbIM
OTTEHKOM, 0cnabneHne ObiXaHWA CO CKIIOHHOCTBIO K TaXu-
MHOe, HU3KOE HacCblLLeHWe KPOBM KUCNOPOAOM (caTypaums,
Sp0,) — 81-95%, passutue runepso3byanMocT npu oc-
MOTPE W YTHETEHWS CO3HaHWSA B MOKOE, MMNEPTOHYCa MbILLL
BEPXHWUX U HUKHUX KOHEYHOCTEM, 3anpOoKUAbIBaHWS ronoBbI
Hasag, Cynopor.

OTMeueHbl M3MEHEHUS B aHaNM3aX KPOBM: CHUMEHME KUC-
NnoTHocTU Kposw (pH) ao 7,242, noBblLeHWe NaKTaTa KPoBM
00 6,4 MMoMb/N, CHUXEHME KOHLLEHTpaLMM rmapoKapboHaTa
(HCO3°) no 16,7 Mmonb/n (MeTabonnueckuin aumnao3s).

Mpu ocMoTpe aepMaTosioroM oTMeYeHa AMHaMMKa B BULE
perpeccuu 04aroB Ha Koxe ¢ hopMUpOBaHWEM NMUTMeHTaLMUH
KOPWU4YHEBATOr0 M CBET/I0-PO30BOr0 LiBETA JIMHENHON QOpMBbI,
C NepexofioM B rMNOMUIMEHTaLMIO NPY fanbHeliLeM Habnto-
LeHun. BoictaBneH npefBapuTenbHbiii AuarHo3: «CuHapom
bnoxa—Cynbubeprepan.
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Puc. 1. Beaukynbl, pacnpocTpaHstoLimecs no amHuaM brawko.

MonekynspHo-ezeHemuyeckoe uccredosaHue bbino Ha-
MpaBneHo Ha NOUCK Aeneumn 3k30HoB 4—10 B reHe IKBKG Me-
TOLOM MYJLTUMNIEKCHOM ansenbcrneLpuyHoii nouMepasHoil
LLenHOM peakumm ¢ MCnosib30BaHUEM MpaiMepoB, OMMUCaHHbIX
B ctatbe M.N. Haque u coasrt. [11]. B pesynbTate uccnego-
BaHMs 0OHapyxeHa reTeposvroTHas Aeneums 3k3oHoB 4-10
B reHe /KBKG, onucaHHas B 6a3e faHHbIX MyTaLWi reHOB Ye-
noseka Human Gene Mutation Database (HGMD) Professional
y nauueHToB ¢ cuHapoMoM bnoxa-Cynbubeprepa. [laHHbIn
HYKNEOTUIHbIA BapUaHT SBAETCA OHUM W3 CaMbIX pacrpo-
CTPaHEHHBIX NPU HELEPIaHUM MUTMEHTa U BCTpeyaeTca y 65%
nauuentos [12].

Ha yeTBépTble cyTKM #M3HU cocTosHWe pebEHKa oLeHu-
BaJIoCb KaK CpefIHETAXKENOE B CBA3W C CUHAPOMOM YrHETEHMS
LIeHTpasbHOM HepBHOI cucTeMbl. 1o pesynbTatam Helipoco-
Horpadum, 3xo-nNpu3Haku AMPOY3HBIX ULLEMUYECKUX U3Me-
HEHMIA NapeHXUMBbI, NapacaruTTanbHble U NepUBEHTPUKYNAP-
Hble MHOXECTBEHHbIE 04aroBble U3MEHEHMSI.

MazHumHo-pesoHancHas momozpagus (MPT) npo-
BeAeHa Ha CefibMble CYTKY: BbISIBIEHbl PAcMpOCTPaHEHHbIE
Y4aCTKU MeJIKO0YaroBOro Nopa}eHus BeLLecTBa HonbLimx
nonyLwapui ¢ BTOPUYHBIM BOBJIEYEHWUEM NPOBOAALLMX My-
TEN — MO30JIUCTOr0 TeNna W KOPTUKOCTMHANBbHBIX TPAKTOB.
N3MeHeHMs pacLieHeHbl Kak NociefCcTBUS MHOXKECTBEHHbIX
MH(aPKTOB roI0BHOMO MO3ra B paMKax 3aboneBaHus Heaep-
XaHua nurMenTa (cunapom bnoxa-Cynbubeprepa).

OBCYXOEHWUE

leHeTMyecKuin aedeKT npu cuHapoMe bnoxa—CynbLbepre-
pa NpUBOJMT K MOBBLILLEHHON YA3BUMOCTM KIETOK — 3MOpMo-
HaNbHbIX MPOKU3BOAHbIX 3KTOAEPMATbHOM NNACTUHKW — B BUAE
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anonTo3a npu Bo3aeicTBum LmToknHOB [13]. K TakuM TKaHaM
OTHOCSAITCA KOXHbIE NOKPOBbI C UX [iepuBaTaMm (HOrTH, BOJIO-
cbl, 3ybbl), @ TaKKe HepBHasA cucTeMa. MaHudecTaumsa 3abo-
neBaHus 06bIYHO NPOMCXOAMT B NEPBLIE AECATb CYTOK HMU3HH,
0[JHaKO MIIafieHeL, MOXKET poauTbCA ¢ Nioboii cTapment: B 3TOM
Cnyyae NpegnonaraeTcs, YTo NpebiayLLmMe CTaauu Npou3oLL-
NN BHYTPUYTPOGHO.

Y nauuenta J1. MaHudectaumsa 3aboneBaHus npouso-
LUSa B NEPBbIE CYTKM KM3HW, TAMUYHO, C MOSIBNIEHUS KOXHBIX
BbICHIMAHWN JIMHEMHOTO XapaKTepa, KOTopble C TEYEHWEM
BpeMeHU NpeTeprieBanyM XapaKTepHbld natomMopdo3s, cooT-
BETCTBYIOLLMA CTaauAM 3aboneBaHus, B Co4eTaHUM C HEBpO-
NOrUYecKoN CUMNTOMATUKOMN.

lMpu MPT ronoBHoro Mo3ra 6binn BbISBNEHBI MHOXE-
CTBEHHbIE MeNKMe (MUHWManbHbIA pa3Mep 2 MM) oyaru
C orpaHuyeHuem auddy3uu, KoTopble pacnonaranuchb
Xa0TW4HO B rnyboKoM 6enoM BelLecTBe, B KOpe U cybKop-
TUKanbHO, B MO30JIUCTOM Tene, 3agHeM befpe BHYTpeH-
HeW Kamncymbl, B HOXKax M03ra, a TaKXe No Xxofdy Kop-
TUKOCMUHANbHBIX U ApYruX TpakToB (puc. 2). N3meHeHus
NPOBOASALLMX NYTEN MOTyT paccMaTpuBaTbCs KaK NpAMoe
nopaKeHue Npu HeJepxaHuu NUrMeHTa nMbo Kak nposB-
neHue paHHen Banneposckon (npe-Banneposckon) pere-
Hepauuu. lNocneaHss npefctaBnseT coboil NoBpexaeHUe
NPoBOJALIMX TPaKTOB U3-3a rmbenu akcoHa W pacnaja
MUeNMHOBOM 060104KK [14]. MeniKue y4acTKu ¢ orpaHuye-
HueM anddysum pacLeHUBanUCh HaMM KaK HEKPO3 TKaHH
(MHOapPKTbI).

B nutepatype onucaHbl MeXaHW3Mbl MENKO0YaroBbIX
MH(ApKTOB MO3ra, CBA3aHHbIX C MOBPEXAEHUEM CTEHKM
COCYJ0B CPeLHEr0 M MenKoro Kanubpa, 4to NpuBOLMIIO
K MUKPOKPOBOW3NUAHUAM, TPOMDO03aM; 0nm1caHbl TaKKe CIly-
Yaum MaccMBHOIO [BYCTOPOHHEro reMopparMyeckoro HeKpo-
33 C reHepanu30BaHHbIM pa3spyLLEHUEM TKaHEN rof0BHOIO
mo3sra [15].

B npencraeneHHoM Hamu ciydae Ha MPT ronosHoro
MO3ra Cpefi1 MHOXeCTBA 04aroB OblK BbiSBEHbI NULLb He-
CKOJIbKO Y4acTKOB C 3NIEMEHTaMW reMopparuyecKoi TpaHc-
(opMaLmm, CoOTBETCTBYHOLIME 30HaM uiwemun (puc. 3, a).
370 03HaYaeT, YTO He BCe ULIEMUYECKME 0Yaryt OCNIOXHUIUC
KPOBOM3NMAHMAMM. YUaCTKU HEKPO3a B LanbHEMLLEM TPaHC-
(dopMupyloTCs B 30HbI 3HUedanoManaumm, ofHaKo 4acTb
MWHMMABHO NOPaXKEHHBIX YYaCTKOB MOXET BOCCTaHOBUTBCS
MPaKTUYECKM MOJHOCTBI0 BMAOTb A0 HOPMAanbHOW CTPYKTYpbI
BelecTBa Mosra Ha MPT [16]. B obnactu kopbl 1 Ha rpa-
Huue benoro M ceporo BeLLecTBa B JIOOHbIX U TEMEHHbIX
LO0NAX 0TMeYasuchb Y4acTKW MOBbILLIEHHOMO CurHana Ha T1-
B3BELUEHHbIX U300paxenusx (cM. puc. 3, b). Takue ydacTku
MMEKT CXOACTBO C KOPTUKANbHBIM HEKPO30M, KOTOpbINA BO3-
HWKaeT NPy ULIEMMYECKOM MOBPEKAEHUN KOPbI U NMPUBOAUT
K MOHOLMTapHON MHQWUNBTPaLMM M BaroumnTosy KIIETOYHbIX
(parMeHTOB, NOBPEXAEHHBIX CTPYKTYp. [oBbILIEHME CUMHa-
na Ha T1 npoucxofuT U3-3a OTNOMKEHUS AEHATYpUPOBaHHOMO
BenKa yMepLuMx KIETOK M/Mnu MakpoharoB, HacblLLEHHbIX
nvnupamm [17].
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Puc. 2. ﬂ,M¢¢y3VIOHHO-B3BELIJeHHbIe M306pa)KEHVIFI FONOBHOTO MO3ra B aKCMANbHOW MAOCKOCTM: @ — CTpeJ'IKOVI YKa3aHo nosbillieHne
CUrHana ot npoBoaALLNX HYTEVI B HOXXKaX MO03ra; b — MHOeCTBEHHbIE 0yaru u nopax<eHne M030JICTOro Tena.

Puc. 3. MaruutHo-pe3oHaHcHast ToMorpadms ronoBHoro Mosra: @ — SWI-u3o6paeHus (B3BeLLeHHbIE N0 MarHUTHOI BOCMPUMMYMBOCTH)
(cTpenkaMm yKasaHbl y4aCTKM MUKPOKPOBOM3NUSAHMIA);, b — T1-B3BeLLeHHble U300paeHus (CTpenKaMu yKasaHbl TMNepPUHTEHCUBHbIE

Y4aCTKN KOPTUKaJIbHOIo HerO3a).

Kpome Toro, B nutepartype onucaHbl MACTONOMMYECKM
NOATBEPHAEHHbIE Cy4au BOCMANUTENBHBIX W3MEHEHW
MAMKOM NayTUHHOW 060/104KK M FONIOBHOMO MO3ra C Halu4m-
€M KNETOYHOM (303MHOPUNBHON) MHOUABTPALMM Y NaLMeH-
TOB C HeAepPIKaHMEM NMUrMEHTa, HanoMUHaloLWMe UHGEKLM-
OHHOE nopakeHne be3 ABHbIX COCYAMUCTLIX HapyLueHuii [18].

InddepeHumnansHas ouarHocTka no gaHHsIM MPT npo-
BOAMTCS NpeXfe BCEro ¢ 3HUehanMToM W nepuHaTanbHbIM
ULIEMUYECKM-TUMOKCUYECKUM NopaxeHueM. [ins sHueda-
NIUTA XapaKTEepHO NpPEUMYLLECTBEHHOE MNOPaXKEHWe KOopbl
B BWAE ManornpoTAXEHHbLIX-MPOTAXEHHLIX 30H MOBbILLE-
Hus MP-curHana Ha T2-BW ¢ BO3MOXKHBIM OrpaHuyeHveM
UM ycunenneM audadysum, B To BpeMs KaK Mpu HeLlepiKaHum
MUrMEHTa MPOMCXOAMT XaOTUHHOE MENKO04aroBoe nopaxe-
HWe, NOKanM30BaHHOe B Oonbluen cTeneHn B 6enom BeLlue-
cTBe. [lepuHaTanbHas ULWEMMUS NPOSBASETCA COOTBETCTBEHHO
naTTepHaM CTPYKTYPHOI 3penocTu Mo3ra, ANS OHOLIEHHbIX
LETeli XapaKTepHbl NOpaXKeHWE B BUE NEPUBEHTPUKYNSPHOI

DAl https://doiorg/10.17816/DD430154

nenKoMansaumm, nopaxeHue 6asanbHbIX raHrmeB Mbo MH-
dapKTbl, COOTBETCTBYIOLIME apTepMasbHbIM GaccerHaM.
InddepeHumansHas gmMarHocTMKa ¢ 3MBOAMYECKUMM WH-
(apKTamMu 3aTpyLHUTENbHA M TpebyeT KOMMNEKCHOro noa-
X0[ia C U3y4YeHUEM aHaMHe3a M 0CMOTPOM MaLMeHTa.

BesukynapHas ctagus cbinn M ManudecTaums HeBpo-
NIOTMYECKNX NPOSIBNEHWA MOXET ObiTb OLUIMOOYHO MpUHSATa
3a MpOSBJIEHNs repneTuyeckoi MHdekumn. B TakoM cnyyae
COBOKYMHOCTb HaxoAoK Ha MPT, xapaKTepHble KOXHbIE Bbl-
CbiNaHWUA CO CTAAMMHBIM NaTOMOPd030M U OTpULLATENbHbIA
aHanuM3 Ha repneceupyCcHyt MHEKLMIO C BbICOKOW BEPOSITHO-
CTb0 MO3BONIAIOT 3aM0f03PUTh HEJEpPXKaHNe NUrMeHTa.

3AKJIO4YEHUE

KnioyeBas PoOJib ANArHOCTUKKN 3aboneBaHus He[epXaHua
NMUrMeHTa NpUHAQNeXxuT AepMarosiory u3s-3a CI'IELI,VId)MLIe-
CKOro Xapaktepa BbIChINAHWI Ha KOXE W WX CTaJMNUHOCTM.
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BaxHylo ponb B NoATBEPKAAIOLLEN AMATHOCTUKE UrPaeT Mo-
NeKyNAPHO-reHeTUYeckuin aHanms rexa IKBKG.

MPT ronoBHOoro Mo3ra y NauMeHTOB C CUHAPOMOM
bnoxa—Cynbubeprepa ABNSeTCA NPUOPUTETHLIM METO-
OOM AN OLEHKN TAXECTU MOopaXKeHWs BellecTBa MO3ra
NP1 BO3HWUKHOBEHUM HEBPOJIOrMYECKOW CUMNTOMATUKM.
MeTop sBnseTca Ge3onacHbIM As AMHAMUYECKOro Ha-
bnoaeHns, no3BonseT 06bEKTUBHO OLEHUTb peabunuta-
LMOHHBIA MOTEHLMAN, CKOPPEKTUpOBaTb abMIUTALMOH-
Hble MeponpuATUA, a TaKKe CMPOrHO3MpOBaTb pa3BUTME
pebeHKa.

AOMO/IHUTE/IbHO

WUcTouHuk ¢pmHaHcupoBaHUA. ABTOpbI 3asBMAIOT 06 OTCYTCTBUM
BHELLHEro GpUHaHCMpOBaHMS NpY NPOBE/IEHNM PaboThI.

KoHdnukt umHTepecoB. ABTOpbl [eKNapupylT OTCYTCTBME
SIBHbIX W MOTEHUManbHbIX KOH(MIMKTOB MHTEPECOB, CBS3aHHbIX
C NybnMKaLmMen HacTosILLEN CTaTbM.

Bknap aBTopoB. Bce aBTOpbl MOATBEpPXAalOT COOTBETCTBME
CBOEro aBTOPCTBA MeXAyHapoaHbiM Kputepmsm ICMJE (Bce
aBTOpbLI BHEC/IM CYLLLECTBEHHBIA BKNaf B Pa3paboTKy KOHLenuuu,
npoBefieHWe paboThl M NOLATOTOBKY CTaTby, NPOYIM M 0A06pUn
GuHanbHylo Bepcuio nepef nybaukaumen). Hambonblumii
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[.A. TaHbKMH — peflaKTUpOBaHWe TEKCTa CTaTbW, 0BCYXAeHue
pesynbtatos; J1.E. ®oMuHa — peflakTMpOBaHWe TEKCTa CTaTby;
H.A. XapwutoHoBa, M.A. BacaprHa — ofobpeHve 1 HanpaBneHve
pyKoMucKM Ha paccmoTpeHve K nybavkaumm; W.C. XanuH,
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