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BeepeHue

Mo mHeHwuto Julien |.E. Hoffman, y nauneHToB, cTpagalolwmx BPOKAEHHbIM NOpPoKoM cepaua (BMC), 4oCTUrWmMX HOHOLWECKOro Bo3pacTa,
nocreneHHo d¢opmupyeTca onpeaeseHHblt CUMNTOMATUYECKMI TUM MOPOKA, OTPAMKAIOLWMIA CXO¥KMEe MNPOoLEeccbl remMoANMHAMUYECKUX
HapyweHwuii [1]. Tak, Hanpumep, cMHAPOM di3eHMeHrepa(C3) — BbicOKas, HeobpaTMMasn NerovHas runepTeHsus, BosHUKaowasa npu BMC ¢
NeBO-NPaBblM WYHTUPOBAHUEM, MPOABAAETCA CKNEPOTUYECKMMU WM3MEHEHUAMM JIETOYHbIX COCYZOB, LMAHO30M, MY/IbTUOPraHHbIMMU
nopaxkeHmamu [2]. OCHOBHOM MPUYMHON CMepPTH Takux nauueHToB ¢ BIMNC ABnAeTcs AeKOMMeHcauma HeobpaTMMbIX NPOrpeccupytoLLmx
ANCTPOOUYECKMX U CKNEPOTUYECKUX U3MEHEHUI cepaua W Apyrux opraHoB. B HacToswee Bpems paspaboTaHbl NMPUHLMMNLI BeAeHWUA
NaumeHTOB C MHOMECTBEHHbIM MOpPaXKeHNneM BHYTPeHHUX opraHos npu BIC [3], Tem He meHee, AMArHOCTMKA OC/IOXKHEHWIA OCHOBHOIO
3ab601eBaHMA, BK/IOYAA NOpaXKeHne HEPBHOM CUCTEMBI, HE BCEraa ABNAETCA CBOEBPEMEHHOM.

Lenb: npeacTaBuTb KAMHUYECKME CAyvyau pPasBUTUA LepebpoBacKyNApHOM naTonorMm npu aekomneHcauun BMC y B3pocabix
nauyeHTOB, ONpeaeInTb KPYr BO3MOXKHbIX METOZ0B AMArHOCTUKMU NOPAXKEHUA HEPBHOM CUCTEMBI.

KnuHuyeckuii npumep Ne 1

MaumeHT M., 23 roga, obpaTunca K HEBPOAOry C Kanobamu Ha MPUCTyMNbl C MOTepeit CO3HaHWUA, QoKanbHble C BTOPUYHOWM
reHepanusaumen, AMTeNbHOCTbIO A0 1 MUHYTbI C YaCTOTOM A0 ABYX pa3 B NoAroaa.

M3 aHamMHe3a M3BECTHO, YTO y pebeHKa Npu poxaeHun soiasneH BMC — cuHapom dinseHmeHrepa. MasibumnK, He CMOTPA Ha OTCTaBaHMe B
bGU3UUECKOM U UHTENNEKTYAIbHOM Pa3BUTUM, OKOHUYMA CPEAHIO LWKOAY. B Bo3pacTe 19 neT Bnepsble pa3sBuaCA SNUNENTUYECKUIA NPUCTYN,
no xapaKkTepy — pOoKanbHbIN C BTOPUYHOW reHepanusaumeit. Mocne NOBTOPHOro NpucTyna Yyepes 6 MecaAueB HazHauyeH GUHAENCUH B HU3KKUX
[03ax, npenapat NPUHUMAN HeperynapHo, NPUCTYNbl MOBTOPAAUCL peaKo — 2-3 pasa B rog. ObcnenoBaHne He NpoBoAMAoCch. B Bo3pacte
23 neT HanpaBneH Ha KOHCYNbTaUMIO K HeBposiory. Bo Bpems OoCMOTpa KOHTaKT C MAUMEHTOM He 3aTpyAHEH, MHTENNEKT COXPaHeH.
O6pauan Ha cebs BHMMaHuMe status dysraphicus: rpybas aedopmaums rpyaHon KNeTku (BbipaxKeHHbIM KUPOCKOANO3). B HeBpoiorMyeckom
cTaTyce 3ameyeHa AeBuauma A3blka BNpaBo. [pyrux HEBPONOrMYECKUX HAPYLLUEHWI, BKIOYan ABUraTesibHble U peyeBble, He BbIABIEHO,
CyXOXUnbHble pednekcbl oxuneHbl, D=S. Mpu ctaHZapTHOM 33l naToNOrMYyeckas aKTMBHOCTb He 3aperucTpuposaHa. MposeaeHa
MarHUTHo-pe3oHaHcHana Tomorpadua (MPT) ronoBHOro mosra, No AaHHbIM KOTOPOM BbifiBleHa BHYTPUMO3roBasa remaTtoma B JeBOM
TEMEHHOM f0/e, KUCTO3HasA aTpodusa neBon NobHOM Aoan. OnucaHHble U3MeEHEHUA BblAN pacLeHeHbl Kak NnocnencTBue nepeHeceHHbIX
paHee WHCY/NbTOB. B cBA3W C HanuuMem MPUCTYNOB OblN PEKOMEHAOBAH MOCTOAHHbLIA NMPUEM NPOTUBO3MUIENTUYECKOro npenapata. C
ydyeTom npuvema KapAMO/IOrMYecKux MpenapatoB nNpoBeeHa 3ameHa ¢UHAENCUMHa Ha TpuaenTtan, npu  OTCYyTCTBUM sddeKTa
pekomeHgo0BaHa nonutepanua. O4HAKO B AasibHEeNWeM PeryaapHoro ne4eHuns He nosayyan.

B BO3pacTe 24-x neT nauMeHT NocTynua B NanaTy MHTEHCUBHOM Tepanun HEBPONOTMYECKOrO OTAE/NIeHUA B CBA3W C OCTPbIM PasBUTMEM
HeBposiornyeckoro geduumTa. JUMarHOCTUPOBaAH MLIEMWYECKMIM MHCYNbT. He cmoTpAa Ha NpoBOAMMYIO Tepamnuio, B TEYEHWE Heaenu
pa3BU/ICA NOBTOPHbIM UHCYNbT, BCAEACTBUE KOTOPOro HACTynuaa cmepTb 60abHOrO.

Knununuecknii npumep No2

MaumeHT T., 25 NeT, AOCTaB/lIEH B HEBPOJIOIMYECKUI CTaLMOHAP C AMArHO30M: CYAOPOXKHbIA CUHAPOM. M3 aHamHe3a M3BECTHO, YTO
pebeHoK pogumnca oT nepeo bepemeHHOCTH, MPOTEeKaLW el Ha GoHe recTosa, Npu poxaeHUn sbiasneH BIC — gedeKkT mexKenya04KkoBom
neperopoakun. OTcTaBan B GpM3MYECKOM U UHTENNEKTYalbHOM Pa3BUTUM, ABAAACL MHBaAUAOM |l rpynnbl. B aHamHese — Tpomboambonun
BEpXHeW 1eBON KOHEYHOCTU.

Mpu NocTynneHMn NpeabaBaan Kanobbl Ha BNepBble PasBMUBLUMIACA NPUCTYN CYA0POr (MO TUMY «Kpamnu») B NEBbIX KOHEYHOCTAX 6e3
noTepn CO3HaHUA. Ob6beKTUBHO: acTeHUYeCcKoro TEeNOCNOXeHNA, KNUHUYECKMEe NPU3HaKU XpOHMHECKOVI cepp,equFl HeaOoCTaTO4YHOCTH
(nanbupl No TMNY «H6apabaHHbIX Nanovyek», HOrTM B GOpMe «4acoBbIX CTEKO/», LMaHO3 ryb, ywei). AyCKyNbTaTUBHO: AblXaHUE KECTKOe,
XPUMOB HET, rpyAHan KAeTKa CMMMETPUYHA, Y4acTBYeT B aKkTe AblxaHuAa. Onpenenserca cMelleHue NpaBoi rpaHuLbl cepaua BnpasBo Ha
1cm., BEPXHAA — Ha YpOBHE 2-ro mexpebepba, 1eBas — Ha YPOBHE CPeANUHHOKNOUNYHON NMHUKN. TOHbI CepALLIA PUTMUYHBI, YCUaeHbl. Mynbc
XOpOLIero KayecTsa W Hamno/HeHMA. B HEBPOAOrMYECKOM cTaTyce: B CO3HAHMUM, AOCTYNEH KOHTAKTYy, Ha BOMPOCbl OTBEYAET MO CyLLECcTBy,
npocbbbl BbINOMHAET. [Na304BUraTeNbHbIX HAPYLWEHWN, HUCTarma HeT. ACUMMETPUA HOCOryBHbIX CKNaZoK 3a cyeT nesoi. Mpu oueHke
MbILIEYHOrO TOHyCa ONpeaenseTcd TOHWYECKOEe HanpsXeHue B eBblX KOHEYHOCTAX. CyXOXKuibHble pediekcbl BbICOKME C
NpPenMyLLecTBEHHbIM MOBbILIEHMEM B N1€BbIX KOHEYHOCTAX. MeHUHreanbHbIXx 3HakoB HeT. MposBeaeHa MPT ronoBHoro mosra, no
pe3ynbTaTamM KOTOPOM BbIABNEHbI CTPYKTYPHblE M3MEHeHMA B 06/71acT CTBOAA MO30/MCTOrO Tena, KoTopble, Hambosnee BEPOATHO,
COOTBETCTBOBA/IN JNIAaKyHapHOMY MHG}ApPKTY B NpaBoOW NepefHel MO3roBol apTepuu. Takke obOHapyxeHbl MP npu3HakM 04aroBbix
M3MeHeHu B 6enom BewecTse I06HbIX, BUCOUYHbIX, TEMEHHbIX 40/1ei rON0BHOTO MO3ra pe3nayanbHOro Xxapakrepa B BUAE HenpaBUIbHOM
¢dopmbl o4aros rnosa pasmepom go 0,9cm 6e3 npusHakoB NepUPoKasbHOro OTeKa, HAPYKHOW 3aMecTUTENbHOW rmapoLedanunu.

B oTpeneHwun nposogunach ageksaTHaa Tepanua. OAgHaKo, He CMOTPA Ha 3To, cnycta 10 cyTok 60/NbHOM CKOHYaACA OT MOBTOPHOIO
MHGbAPKTA ro/I0OBHOIO Mo3ra.

Ob6cyKaeHue

Mo mepe COBEPLIEHCTBOBAHMA AETCKOM KapAaMONOrMUECKOM U XUPYPrUYecKor Cay»K6, uncio B3poc/bix naumeHTos ¢ BMC nocteneHHo
YyBE/IMUMBAETCA, B HACToALlee BPemMs MX HacuuTbiBaeTca 6onblue, yem aetei. MpPofoKUTENbHOCTb KU3HM BGONbLUMHCTBA MALMEHTOB
coctasnset or 20 £o30 net [4]. OcHoBHOe 3abosieBaHME aCCOLMMPOBAHO C JIETOYHON rMnepTeH3ven, Tpomb6oambonnen, coyeTaHHOM
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dopmoit apuTMnM 1 BHe3anHon cmepTbio [3]. Mo Mepe NOCTENEHHOro MPOrpPeccMpPoOBaHUA OCHOBHOrO 3abosneBaHuA y naumeHtos ¢ C3
dbopmupyeTcs  MyNbTUCUCTEMHOE MOpaKeHue, BK/OYaloWwee MaToNorTnI0  CBepTbIBAlOWEN CUCTeMbl  KpPoBWM  (KpoBoTedeHuAa U
napagokcanbHble ambonun), AUCOYHKUMIO noyeK, rmnepTpodUYecKkyto OCTeoapTPonaTUio, CepAeYHy0 HeAo0CTaTOMHOCTb, YTO CHWMKaeT
KauyecTBO YKM3HU U YBEANUYMBAET PUCK BHE3aNHOM cmepTH [5]. K OCHOBHbIM MPUYMHAM Pa3BUTUA OCNONHEHWI, CBA3AHHBIX C MOpaXKeHUem
rO/I0OBHOTO MO3ra, OTHOCAT MapagoKcasbHylo 3M60AMI0, NATONOTUIO PEOJIOTMYECKOrO CBOMCTBA KPOBM (MUKPOLMTO3 BCNEACTBUE
enesonaedpuUMTOHON aHeMuu), apTepuanbHylo runepTeHsuio, ¢ubpunnaumio npeacepanin [6]. Puck passutna LepebpoBacKynspHOM
natonorMn y naumeHtos ¢ C3 no pasHbiM AaHHbIM Konebnetca oT 5,1% po 14% [7, 8]. MNMopoKk cepaua ABAAETCA OAHWM W3 TNaBHbIX
$aKTOpPOB pUCKA Pa3BUTUA KAapAMOIMOBOINYECKMX UWLEMNYECKMX MHCYNbTOB. OCHOBHbIMM Pa3peLLaowmMmmn MOMEHTAMM MOTYT MOCAYKUTb
HasMume Tpomba uaM 3mbona B NEBbIX OTAeNax cepAua (BCTpeyaeTca Npu KAanaHHbIX MOPOKax cepaua, 3aboneBaHMsaXx 3HAOKapAa,
onyxonsx). PUCK MHCYy/IbTa BO3PAcTaeT B C/lyyae COMyTCTBYHOLWEN MepLaTenbHOM apuTMmum. MapagokcanbHasa smb0ous u3 BeH 60bLworo
Kpyra Ha ¢oHe MpaBO-/€BOr0O LWYHTA BO3MOXHa MpPW CTEHO3e JIero4HOW apTepun, NMbo npu GopMMPOBAHUM NEFOYHOW FMNEPTEH3UM.
TpeTnii mexaHnM3m — TPOMb03 BEHO3HbIX CUHYCOB B CBA3U C NOMLMUTEMMUEN U NOBbLILWEHNEM remMaTOKpPUTa Y AeTell C CUHUMM NOPOKaMM
cepaua [9].

Kak onvcaHo B NpuBEAEHHbIX Bbile KAUHUYECKUX NPUMEpPAx, B PALE CAy4aeB ULWIEMMUYECKMI MHCYNbT MOXKET NpoTekaTb 6e3 ABHbIX
04aroBbIX (4BMraTeNIbHbIX, YyYBCTBMTE/bHbIX U NPOYMX) HapyweHnin. MoBoaoM 06palleHMs K HEBPOIOTY MOMKET CTaTb Ha/iMYMe MPUCTYNOB.
OAHaKo HepeaKo, faxKe He CMOTPA Ha GOPMMUPOBAHME INUNENTUYECKOrO 04ara U NOCTENEHHOE yyallleHne NpuUCTynos, obpalueHmne K Bpady-
HeBpO/IOry, NpoBeAeHWe HeWpoBM3yanu3aLMU U Ha3HaYeHWe NeYeHWUA, HaNPaBAEeHHOro Ha NPOQUNAKTUKY WMHCYNbTOB, He ABAAETCA
CBOEBPEMEHHbIM.

3akntouyeHue

B pacCMOTPEHHbIX KAMHUYECKMX CAyvanx LepebpoBackynspHaa natonorma npu BMNC Hocuna cybKAMHUYECKMI XapaKTep, 4TO
3aTPYAHMIO BblfBNIEHWE 3KCTpaKapAuanbHoi natonorum (nopaxeHue LIHC) Ha paHHem 3Tane 3abonesaHua. OTcyTcTBME 06AMraTHbIX
Npu3HaKoB 3aboneBaHUA He NO3BOIM/IO ONPeAEeNUTb KPYr AMArHOCTUYECKOro NomcKka. Mbl monaraem, YTo A1 CBOEBPEMEHHOTO BbIABAEHUA
BTOpMYHOro nopaxkenuns LHC y naumeHTos ¢ BIC, HeobxoanMmo npoBeseHne HeMpoBM3yanm3aumm, To ecTb BbicokonosibHo MPT. Takas
TaKTUKa No3BoaseT obecneynmTb CBOEBPEMEHHOE MpoBeAEeHMEe afeKBaTHOM Tepanuu, NPodeccMoHaNbHOMW OpUEHTaUUM U COLMANbHOM
afanTtauumn 6onbHbIX, ClefoBaTeslb HO — MMHUMMW3MPOBATL YUC/IO YPTEHTHbIX COCTOAHUMA U CHU3UTb CMEPTHOCTb OT MHCYNbTOB Npw BIMC.
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