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OCOBEHHOCTW 3PUTEJIbHbIX HAPYLUEHWU/ NP1 CEMEWMHON ®OPME
PACCESIHHOIO CKJIEPO3A

UsBecTHO, 4YTO puck paseutus PC y 6nuxaiiumx poacteeHHukoB B 10—15 pas Bbiwwie, 4em B nony-
nauun B uenom. Mo gaHHbIM UccnepoBaTenei, npu cemeriHo popme B oedloTe 3aboneBaHusa Npeood-
napatoT 3puTesibHble, rMa3oaBuraTesibHble U HYBCTBUTEIbHbIE HapyLleHus. B oTHoweHun 3putenbHbIX
HapyLwieHni npu cemeriHoin popme PC HeT 4OCTOBEPHOro NOATBEPXAEeHUSA KOHKOPAAHTHOCTU.

U3yuyeHOo 3puTenbHOE HapyweHue npu cemeiHoi popme PC. O6GcnenoBaHo 2 ceMbU, B KOTOPOWA
Y ABYX POACTBEHHUKOB BbisBNieH PC, uepebpocnuHanbHaa ¢opma. B o6oux cnyvasax maHudecT pac-
CesIHHOroO CKJ/iepo3a Ha4YyMHasCcd CO 3pUTeNibHbIX HapylweHuii. Hayano 3a6onesaHns CONpPoBOXAanocCh
3puUTEesNIbHbIMU PACCTPOMNCTBAMM C PE3KMM CHUXKEHUEM LLEHTPasibHOro 3peHus u 60J1eBbIM CUHAPOMOM.
Y cectpbl (43 roga) onTuyeckuii HeBpuT Habngancs B Bo3pacte 21 roga, ¢ HECKOJIbKMMU peuugneamm
Ha OQHOM U Ha APYroMm rnasy ¢ uHTepBanamu ot 1 roga no 3 net. 3a 15 neT oTMevyanocb HapacTaHue He-
BPOJIOrM4E€CKOW CUMNTOMaTUKU, HECMOTPS Ha NpoBoAauMoe nevyeHue. NMporpeccupyiowee TedeHne PC
NPUBEJIO K UHBAJIMOHOCTU Yepe3 6 net nocne Ha4yana 3aboneBanus. UmeeTcs BbipaXKeHHbI HEBPOJIO-
rmyeckun aeduumnT, CHUXKEHbl 3puTesibHble GYHKLUN B CBA3U C pa3BuTueM atpodpumn S3puTesibHOro Hepea.
Y OpaTta 3aGoneBaHue BbiSIBJIEHO BrepBble. B 060Mx cnyyasx BoiiBNieHa KJIMHUYeckasa MmaHudecTauums
B BUAE 3pUTeNbHbIX HapyLUeHUi, NpeaLecTBYIOWUX HEBPOJIOrMYECKMM NposiBNieHuam 3aboneBaHus,
OAVHAaKOBbIV BO3pPaCTHOM Anana3oH aebioTtan ¢opma 3aboneBaHna — uepedpocnnHanbHasa.

B ®dIrby « MHTK «Mukpoxupyprus rnasa» um. C.H. ®epoposa» M3 PP 3a nocnepgHue 5 net BbigB-
neHo 2 cembu ¢ PC, uto cocTtaBuno 2 % oT Bcex o0crief0BaHHbIX MAaLUEHTOB CO 3pUTEsIbHbIMU HapyLue-
Husmu BcneacTeue PC. BoigBneHa KOHKOPAAHTHOCTb ¢opMbl 3a60neBaHusl, BO3PacTHOro Auana3oHa
1 nepeoro maHudecTa y 6amkaiumx poacTeeHHUKoB. Mpu cemeiiHoit popme PC onTudeckunii HeBpuT
npepliecTBoOBas HeBpoJsiormyeckoi cumntomartuke. NMpu nepeoit manndectauum OH n nmelowemcs
OTAroweHHOM ceMeilHOM aHaMHe3e no PC HeoGxoauma KoHcynbTauua HeBponora, MPT ronoeHoro

Mo3ramu OpﬁMT, reHeTn4yeckas aKcnepTum3a.

Kniouesble cyioBa: onTU4ECKU HEBPUT, 3pUTESIbHbIE HAPYLLUEHUS, PaCCeSIHHbIN CKJ1Iepo3, ceMeiHas

dopma PC.

AKTYyaJIbHOCTH

[IpobneMa AMAarHOCTHKHM PACCESIHHOTO CKJIe-
po3za (PC) akryanbHa B HacTosiIee BpeMs B CBA3U
C BBICOKOH PacnpoCTpaHEHHOCTbIO JAHHOTO 3a-
OosieBaHusl B CTpaHax EBpOIbI U HAa TEPPUTOPUH
P® [1]. PC otHOCUTCS K NPOrpecCUPyIOLIUM Je-
reHeparuBHbIM 3a0oneBanusm [[HC. [lo Hacros-
IEr0 BPEMEHH 3THOJIOTHUS 3TOTO 3a00IeBaHMs HE
nocTtarodHo scHa [3]-[5]. 3aboiieBaHHE MOITHD-
THOJIOTUYECKOE, HO MHOTHE (haKTOPBI O CHX HOP
HE JJOCTaTOYHO U3YUYEHBI, B TOM YHCIE U (PaKTOPBI
HacjaencTBeHHoctu [7]. M3BecTHO, 4TO pUCK pas-
Butus PC y ommkaiimmx poacTBeHHUKOB B 10—15
pa3 BblllIe, UeM B nonyssinuu B ueaoM [2]. 1o nan-
HBIM Pa3JIMYHbIX UCCIIEI0BATENICH, IPU CEMEHHOM
(hopme B nedroTe 3a00eBaHus IPEOOITAAI0T 3PH-
TEJIbHBIE, [V1a30/1BUTATCIIbHbBIE U UyBCTBUTEIIbHbIC
HapyueHus. Taxke onrcaHa KOHKOPJIAHTHOCTh B
BBISIBJICHHOM THIIE Te€4eHus 3a0oneBanusd. B ort-
HOILICHUU 3pUTENbHBIX HAPYLIEHUH pU ceMEUHOM
¢dopme PC HeT 10CTOBEPHOrO OATBEP>KACHUS KOH-
KOPJI@HTHOCTHU. DTO CBSI3aHO C TEM, UTO CEMEHHBIC
ciryyan PC B mpakTike o TaqbpMoora BCTpeyaroT-
cs He yacto [6]. Tem He MeHee, 110 JAHHBIM pa3-
JIMYHBIX aBTOPOB, IPH ceMeiHOi popme B fedroTe
3a00JICBaHUS 3PUTEIbHBIC HAPYILICHHUS OIICPEKAIOT
HeBposioruueckue[2]. BMHTK «Mukpoxupyprus

I1a3a» 3a MOCIIEIHNE 5 JIET BEISIBICHO 2 CEMBH C
PC (B 0boux cimydasx Opar u cecTpa), 4To COCTa-
B0 2 % OT Bcex 00CiIeJOBaHHBIX IAI[MEHTOB CO
3pUTEIIbHBIMU HapyIleHUusIMH Beiiencteue PC.

Henp uccnenoBanus
N3ydenue 3puTeIbHBIX HAPYUIEHUNH TIPU Cce-
Metinoit ¢popme PC.

MarepuaJjbl 1 MeTOAbI

B MHTK «MI» 00cite1oBaHO 2 CEMbH, B KOTO-
POl y IByX pOAICTBEHHUKOB BbISIBIIEH PACCESHHbBIN
ckiepo3. B manHOM myOnmKaIuy mpecTaBICHBI
JaHHBIC ONMHOM M3 HUX. Pomublie cecTpa 43 meT u
opart 30 set. Y cectpsl PC BeusiBieH B 1999 roxny,
nepedbpocnuHanbHas GopMa, PeruINBUPYIONIE —
peMuTTHpYIOlee TeueHne. Y Opara, oOpaTuBIIe-
rocst B MHTK «Mukpoxupyprust rmaza» B 2015
roxy, 6611 BrepBbie BeLIBICH OH 1 paccesHHBII
CKIIepo3. Y poauTesnieit U OMKaNIIIX POICTBEH-
HUKOB quarao3 PC He BBIsSBICH.

[IpoBenensl cTaHmapTHBIE OPTAIBMOIOTH-
gecknue uccaenoBanus: BuzomeTpus Ha RC-5000,
Tomey, maeBmoronomerpus Ha CT — 80, Topcon;
aBTopedpaxrokeparomerpus Ha KR — 8900, Topcon,
ANEKTPOPHU3HOIOTHUECKUE UCCIICIOBAHUS HA TIPHOO-
pe «Docden-tectepy, cTaTuuecKas epuMeTpus Ha
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nepumerpe AIII3-01. [JomonauTtensHble odTanb-
MOJIOTHYECKHE HccienoBanus: KoMmbioTepHyio
niepumMeTpHro ripoBorn Ha Humphrey HFA T1-7501
I10 IporpaMMe TECTUPOBAHHUS I1OJIs 3PEHUSI B ITpezie-
nax 120 Todek ot neHtpa pukcanuu. ONTHUIECKYIO
korepenTHyt0 TomMorpaduto (OKT) npoBogumu Ha
cnekrpansHoM ToMorpade Cirrus HD-OCT («Carl
Zeiss Meditec Inc.» USA; mporpamMmmHoe obecriede-
Hue Bepcun 4.5.1.11). Ckanupoanue oonactu JI3H
OCYIIECTBISUIOCH 10 mpoTokory Optic Disc Cube
200x200 ¢ mocnenyrouM aHAJIU30M MepUIanmi-
JISIPHOTO CJI051 HepBHBIX BOJIOKOH ceTdarku (CHBC)
o iporpamme RNFL Thickness Analysis, cormacao
koropoil TonuuHa CHBC u3mepsinack 1o okpyx-
HOCTH AuaMeTpoM 3,46 MMm. OKpyKHOCTb LIEHTPU-
poBasiack oTHocHTeNnbHO JI3H aBTOMaTnyecky; mpu
HEO0OXOIMMOCTH €€ MOJI0KEHUE KOPPEKTUPOBAIOChH
B py4HOM pexume. Onpenensiv CpenHIon Toj-
mmHy CHBC (1o Bceli OKpYy>XKHOCTH) M TOJNIIHHY
B 4 KBaJpaHTaX — BUCOYHOM, BEpXHEM, HOCOBOM U
HIDKHEM. Tak ke NpOBOAMIN CKAaHUPOBAHHUE CIIOS
TaHIJIMO3HBIX KJIETOK CETYaTKU, UCIONb3Ys MPOTO-
ko Ganglion Cell Analysis: Macular Cube 512x128.
KoMIbroTepHy10 MUKpOHEpUMETPHIO IPOBOIMIIN HA
npudope MP-1 (Nidek technologies, Vigonza, Italy).
Ha npubope npumeHsuiach moporosasi MakyjsipHast
nporpamma 10-2, mpu kotopoit Tectupyercs 68 To-
4eK B 30He OT 2 110 12° 0T ToukH (puKcarmm; ucIoib-
3oBasicst ctumyAa pasmepom 0,43° (Goldmann I1T)
qnurenbHocThio 200 Mc. [l moaTBep K IeHUs 1ua-
rHo3a PC npoBonuiicst HEBpOJIOTUUECKUI OCMOTP, &
tak ke MPT romoBHoro mo3sra u opout (Siemens
Magnetom Symphony 3 TI) mo nporpammam T1 n
T2 FLAIR u T2 Fat Saturation.

Pesyabrartsl

B onnoii cembe 00a ciydast paccessHHOIO CKie-
PO3a HAYMHAINCH CO 3PUTEIbHBIX HAPYILICHHH.

YV mitairero Opara (Bo3pact 30 11eT), KOTophIid
BriepBbie oOparuics B PI'BY MHTK «Muxkpoxu-
PYprust 171a3a, BbISIBIICH ONITHYECKOM HEBPUT Ipa-
BOro raza. OH peabsIBILSII XKaJ00bl HA CHI)KEHHE
3peHMs Ha NpaBblid [v1a3, OONM MPU JBMKCHUU
I71a30M, IITHO. [[aliueHT cBsA3bIBaj CHUKEHHE 3pe-
HUS C IEPEHECEHHBIM HakaHyHe cTpeccoM. OnHa-
KO, TIpH THIATEJIbHOM cOOpe aHaMHe3a, BBISIBICHO,
4yTO y cecTphl 15 net Hazan auarHoctupoBan PC.
[Narent 6b01 rocimtanmusuposad B OI'BY MHTK
JULs1 IPOBEACHUSI Kypca KOHCEPBATHUBHOTO JICUCHHUS
ONTHYECKOrO HEeBpHUTa npasoro rasza. Ocrpora
3peHus no nedenus cocrasuiaa OD =0,03 sph -4,5
cyl -2,0 ax 15°= 0,1, OS= 0,04 sph -4,25 cyl -2,5
ax 170° = 1,0.

OcmoTp: mpuAaToYHBIN ammapar riasza oes3
[aTOJIOIMH, PEAKLUS 3padKa IPaBoro Ijiasa Bsiiasi,

JIEBOTO TI1a3a )KUBast. BHOMHUKPOCKOTIHSI: pOTOBHUIIA
000WX 17143 MPO3pavHasi, TepeIHss Kamepa CpeaHei
DTyOWHBI, B XpYCTaJIMKe TOMYTHEHHUS OTCYTCTBYIOT,
CTEKJIOBHJIHOE TEJI0 Mpo3pavyHoe. I maznoe nno:0D
JTUCK 3PUTEIBHOTO HEPBa IMPABOTO TJ1a3a pO30BOTO
LIBETa, TPAHUIIBI CIIETKA CTYIICBAaHbI, aApTEPUU U
BeHBI 0e3 MMaTooruu, MakyJsipHas 30Ha 0e3 maro-
JIOTUYECKUX M3MeHeHuH. OS AUCK 3pUTENBHOrO
HEpBa PO30BBIH, IPAHUIIBI YETKHE, APTEPHH U BEHBI
0e3 maroIoruu, MaKyIsIipHast 30Ha 0e3 MaToJIOTH-
YECKUX U3MEHCHUM.

B mone 3penus mpaBoro 1i1a3a BEISBICHA IIEH-
TpalibHasi CKOTOMa. DJIEKTPO(U3NOIOTHIECKIE
MOKa3aTesH IMPaBOro I71a3a: MOPOT AEKTPHUECKON
yyBcTBUTENbHOCTH 100 MKA, 3neKkTpuyeckas ja-
owitbHOCTh -22 ['m; snexkTpodu3nonorndeckue
MOKa3aTely JICBOTO IJ1a3a: MOPOT AIEKTPHUYECKON
YyBCTBUTEIBHOCTU 78 MKA, 3leKTpUyecKas Jia-
omneHOCTh -37 I'i; Ilo pesympraram OKT: moka-
sareau Tonmuesl CHBC u 00séMa ['KC BO Bcex
CerMeHTax B HOpMe. 3pHUTeJIbHbIE BEI3BAHHBIE I10-
TeHuuanel — u3Menenus 3BII, xapakTepuble nis
JnemuenuHusupyrouero npouecca ITHC.

[Tociie mpoBeIeHHOTO CTAIIMOHAPHOTO JIede-
HHUA OCTpoTa 3peHus noseicuiack 10 OD =0,04
sph -4,5 cyl -2,0 ax 15°=0.9.

[To pesynasraram OKT uepe3 1 mecsiiy orme-
yeHo uctonyenue CHBC npaBoro ma3a B TemMmo-
panbHOM cermente. [lorepu 06péma I'KC paBoro
I71a3a B BEPXHE — TEMIIOPAITBHOM CETMEHTaX.

Koncynbranus HeBpoiora: co3HaHHE SICHOE,
KOHTaKTE€H, MEHUHI€alIbHBIX 3HAKOB HeT. [J1a3-
Hble 11eny, 3pauku OD=0S, Hucrarma Het. UyB-
CTBUTEIILHOCTD Ha JIIIE COXpaHeHa. MUMHUYeCKue
TPOOBI BHITTOTHSIET YIOBIETBOPUTENBHO. [ ToTaHe
1 (hoHAIMS COXPAHEHBI, S3bIK 110 CPEAHEH JTMHUU.
[TapesoB HeT. CyXOKMITbHBIE Pe(IEKChI OKUBIICHBI
D=S. Mpieunsiii ToHyC He n3MeHeH. [lanbueHo-
COBYI0 TIPOOY BBIMOIHAET C JIETKOH MHTEHIHEH C
obeux cTopoH, bonbie cripasa. B mo3e Pombepra
ycroituuB. [loxonka He Hapyuiena. Hapymenuit
YyBCTBUTEIHHOCTH HE BBISBICHO. DyHKIINH Ta-
30BBIX OPTaHOB KOHTpoaupyeT. OmeHKa 1o IIKae
EDSS 1 6ayu1. Ha MPT B OennoM BemiecTBe rojioB-
HOTO MO3Ta B JJOOHOH JI0IIe CIIpaBa, epPUBEHTPH-
KYJISIPHO, B MO30JIICTOM TeJie, B CTBOJIE MO3Ta, B
IIPOJIOJITOBATOM MO3T€ CIIPaBa, B TaJlaMyce CIIpaBa
oTIpe/iesIeHbl MHO)KECTBEHHBIC YIaCTKU N3MEHEH-
Horo MP — curnana, runepunteHcuBHeie B T2 BU
u pexume FLAIR, runountencusnsie B T1 — BU,
pasmepom 110 10 MM B JUTHHY, B BHJIE 04aroB, pac-
MTOJIOKEHHBIX TIPEUMYIIIECTBEHHO MEPIICHIUKYJISP-
HO K ITOJIOCTH OOKOBBIX JKEITYOYKOB.

3pUTeNbHBIN HEPB B 00JIACTH IIEpeKpECTa yTO-
méH 10 8 MM (citeBa 5 MM), n3MeHEHHOT0 MP curHa-
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OCco06eHHOCTH 3pUTEJIbHbIX HAaPYLLUEeHWI Mpu ceMeliHoi popme ...

na. [Tocre BBeieHMsI KOHTPACTHOTO BEIIECTBA — 3PH-
TEJIbHBIA HEPB CIIpaBa HAKAIUIMBAET KOHTPACTHOE
BEIIECTBO IO Neprudeprn, Ha mpoTsHkeHNH 10 MM.
B npyrux odarax BemiecTBa roJloBHOTO MO3ra HaKo-
TUIEHUE KOHTPACTHOTO BEI[ECTBAa HE OTMEYEHO.

MPT 1no3BoHOYHHKA: B 00JaCTH HICHHOIO OT-
JleJia CIIMHHOTO MO3Ta ONpeAeNsieTcs ouar Herpa-
BUJILHON (DOPMBI ¢ HEUETKHMMHU KOHTYypaMU THIIE-
punTeHcuBHoro MP-curnana B T2. MPT naunsle
COOTBETCTBYIOT JIEMUEITMHU3UPYIOIIEMY TIPOLIECCY
TOJIOBHOTO Y CITMHHOTO MO3ra.

Huarnos: OU Muonus cpeaneit crenenu; OD
Onrtuyeckuil HeBpUT. PaccesiHHbIN ckilepo3, Lepe-
OpocnuHambHas Gopma.

O6cnenoBana crapmas cectpa (43 roma). U3
aHamHe3a: epBblid Manudect PC B Buze onTude-
CKOTo HeBpHTa Halmromascs B Bo3pacte 21 rofa, ¢
HECKOJIbKUMH PELUANBAMH Ha OJTHOM U Ha JIPyTOM
a3y ¢ uHTepBajgamu ot 1 roxa 1o 3 net. 3a Bpemst
HaOMroIeHNs B TeueHue 15 JieT oTMedanock Hapac-
TaHWE HEBPOJOTHYECKONW CHUMITOMATHKH, IAIlH-
€HTKa JKaJloBaJlach Ha Ta30BbIE PACCTPOUCTBA, CKO-
BaHHOCTH B MKPOHO)KHBIX MBIIIIIAX, IBUTATEIIbHbIC
HapyteHust. HeomHoKpaTHO jeuniiach B HEBPOJIOTU-
YEeCKOM 1 O TaIbMOJIOTTY€CKOM CTAIlHOHAPE, B TOM
yucie u B HUW Hesponoruu PAMH ¢ nquarnosom:
paccesiHHBIH CKIIepo3, iepedpocnrHaibHast popma,
arpousi 3puTEIHHBIX HEPBOB. B HEBpomormyeckoM
CTaTyce OTMEYAIINCh JIETKUH Tape3, CIaCTUYHOCTh
B MPaBOW HOTE, JUCKOOPAMHAIUS IPH BBITOJIHE-
HUH KOOPIMHATOPHBIX P00, aTakcus MpH XOaboe,
runanre3us Ha ypoBHe T9-T10. B nanpHeiiem ot-
MeUeHbI HapacTaHue MIaTKOCTH IPH XOb0e, c1abo-
CTH B HIDKHHX KOHEYHOCTSIX, 3a/IEPIKEK MOYCHUCITY-
CKaHHs. B HEBpOIIOTHYECKOM CTaTyce OTMEYalicCh
HEJIOBEJICHUE TIa3HbBIX SOJIOK IO HAPYKHBIX CITaeK
Ha 1 MM, HUWKHUI CIACTUYECKUN Mapamapes co
CHIDKCHHEM CHJIBI B TIPOKCUMAIIFHBIX OTJeNax 0
3,5—4 6amioB, Jierkast UHTSHIIHS TIPY BBHITIOJTHEHUH
MAJTBIIEHOCOBOM MPOOBI, JIETKas IATKOCTh B T103€
PombGepra. [1pn nuHAMUYECKOM HEBPOIOTUIECKOM
HaOITIOIEHUN — TIPOTPECCHPYIOIIAs OTPHUIIaTeTIbHAS
JIMHAMHUKA CEHCOPHO-aTaKTUYECKUX HAPYIICHHM.
Oruenka 1o mkajiae EDSS 5,5 6amios.

B nacrosiiiee Bpemst octpora 3penust OD = 0,1
H/k OS =0,1 v/k. B['JI OU = 18 mm Hg, o pe3yis-
TaraM CTaTHYECKOW MEepUMETPUU IEHTpPaIbHbBIE
nedexTsl B mone 3peHust. OCMOTp: MPUIaTOYHBIH
ammapar ra3a 0e3 ImaToJI0THH, HEIOBEICHUE TIIa3-
HBIX SI0JIOK JI0 HAPYKHBIX CIIaek Ha | MM, peakius
3pavKOB BsiIast. BUOMUKPOCKOIIHS: pOroBUIla 000HX
7123 Ipo3pavyHasi, mepeHssl KaMepa CpeiHeH TTy-
OWHBI, B XpyCTAJINKE IOMYTHEHUSI OTCYTCTBYIOT,
CTEKJIOBUIHOE TEJIO Ipo3pauHoe. [azHoe qHo: OU
JIMCKU 3pUTEILHBIX HEPBOB OJIEHBIE C BUCOYHOM

CTOPOHBI, TPAHMIIBI YETKUE, apTEPUN U BEHHI 0e3
MaTOJIOT UM, MAKYJISIPHAST 30HA O3 MaToI0TnYeCKUX
n3meHeHni. DD — rpyboe CHIKEHHE AIeKTpUYe-
CKOM TadMiIbpHOCTH 000uX a3 mo 22 T

[To ganubiM OKT OU KMcToHuenue ciiost HepB-
HbIX BojiokoH cetdaTku (CHBC) Bo Bcex cermen-
Tax, MoTepst 00beMa raHMIMO3HBIX KIIETOK CeTYaTKH
('KC) Bo Bcex cermentax. MPT romoBHOTO MO3-
ra: B 0JI0M BEIIECTBE B IPOESKIIUH TOTYOBaIbHBIX
LIEHTPOB, MO3OJIMUCTOTO TEJIa, 32 3aJJHUMHU POTaMu
OOKOBBIX JKEIYIOYKOB, KIIEPE/IN OT IEPETHETO Pora
JIEBOTO OOKOBOTO KEJTY/I0UKa, B IIYOOKHX OT/IeIax
TEMEHHBIX JIOJIeH, B HOXKKaX MO3KEUKa BU3yaJIH-
3WpPOBAHBI MHOKECTBEHHBIE OYard TOBBIIICHHON
WHTEHCUBHOCTHU CHTHAJIa Ha MPOTOHHBIX U T2
M300pakeHUsIX quamMeTpoM 2—4 MM, 3a 3aJJHAMHU
poramu OOKOBBIX YKEITyJ0YKOB 04aru CIIMBAIOTCS B
30HBI TUTIEPUHTEHCUBHOCTH, COIEPKAT KUCTO3HBIN
kommioneHnT. Ha MPT mrelinoro orgenina CiMHHOTO
MO3ra HHTpaMeayJUIsipHO, Ha ypoBHEe C4 Temna mo-
3BOHKA OIPEAEISETCs oJar HempaBHIBHOU (op-
MBI C HEYETKUMH KOHTYPaMH THIEPUHTEHCHBHOTO
MP-curnana B T2. MPT naHHble COOTBETCTBYIOT
JEMUESITMHU3UPYIOMIEMY MPOIECCY TOJIOBHOTO U
CIIMHHOTO MO3Ta. 3pUTeIbHbIC BHI3BAHHBIE TIOTCH-
LMaJIbl — IOJyY€eHbI 0TUETIHNBBIE U3MeHeHus 3BI1,
XapakTepHbIe IS JIEMHUEITHHUZHPYIOMEro Mpo-
necca. Ha moctxua3smansHOM YPOBHE HapyIlieHHE
MpOBeNICHNs 3pUTENbHON addepenTranuu Oomee
BBIpaXXeHO ciieBa. OTMevaeTcs Hepe3Kask MeKOKY-
JISipHAs ACUMMETPHSI.

3akmrountensHblil Jluarnos: OU Arpodus
3pUTENbHBIX HEPBOB. PaccestHHBIN CKiIepo3, mepe-
OpocnuHanbHas Gopma, peHUIUBHPYIOIIE — pe-
MUTTHPYIOIIEE TCUCHHUE.

O06cy:xneHue

PC oTHOCHTCS K TSKENIBIM MHBAIMIU3UPYIO-
M 3a6oneBanusm [{HC, nmeronmim MHOTOaK-
TOpPHOE MpoucXokaeHue. M3yduenne HaciencTBeH-
HBIX (hPaKTOPOB TAKXKE IPEACTABIICT HHTEPEC, TAaK
KaK J0Ka3aHo, YTO pUCK Bo3HHKHOBeHMs PC y
OmKaMIMX POICTBEHHUKOB 3HAYUTEIBHO BBILIE,
YeM B MOMYJISLHH.

B npezacraBieHHOM KIMHUYECKOM CIIydae ce-
MeitHoU Gopmbl PC ObLTO BRISIBIICHO, YTO HAYaIIo
3a00J1€BaHMs CONIPOBOXKIAIOCH 3PUTEIILHBIMU pac-
CTPOWCTBAMHU C PE3KUM CHIDKEHHEM LIEHTPAJIbHO-
ro 3penus. [Ipocnexena KOHKOPAAHTHOCTb Ma-
Hudecra 3a0oneBaHus y cecTpbl U Opara. Mmeer
MECTO CXOIHasi KJIMHMKa Ae0r0Ta 3a001eBaHus C
pasButueM OH, knuHuueckas manudecranus B
BU/IE 3pUTEIIbHBIX HAPYILCHUH, IPEALIECTBYIOIIUX
HEBPOJIOTHUYECKUM IPOSIBICHUSAM 3a00ieBaHMs,
OJIMHAKOBBII BO3pacTHOM /uamna3on aedrora (20-30
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net). @opma 3aboneBaHus — IepeOpOCTUHAIIbHAS,
TaKXe NOATBEPXkIeHa y 000UX POACTBEHHUKOB. Y
CECTpHI B TeueHHEe 15 Jer — TsHKeIoe mporpeccu-
pytomiee TeyeHue PC ¢ nnBanuauzaunueit yepes 6
JeT nociie Havyaja 3aboneBaHus. Mmeercst BbIpa-
JKCHHBIN HeBpoOJOrnueckuil aeuuut. Pesxko cHu-
YKCHBI 3pUTEIIbHbIC (P)YHKIHU B CBSI3H C PA3BUTHEM
aTpoduu 3puUTeNLHOTO HepBa. Y Opara 3a0oseBa-
HUE BBISBJICHO BIIEPBBIC, OH OyJeT HaOII0aaThCs y
odraibMorniora u HeBpoJiora B AMHaAMHKe. B nan-
HOM Clly4yae BBIICHCHHE aHaMHe3a YCKOPUIJIO BbI-
siBJIeHHE 3a00JIeBaHUs U yCTAaHOBJICHUE AUArHO3a.
VYuuTsiBas T0, YTO ceMeiiHas Gopma BcTpedaercs
HE YacTo, CYMTAEM, YTO HEOOXOIUM TIIATENIbHBII
cOOp aHaMHe3a y MalUEHTOB C BIIEPBbIC BBISBIICH-
HBIM MOHOKYJsIpHBIM OH M HacTOpO’)KeHHOCTDH B
orHouieHuu PC npu HanmMuuu B ceMbe OOJIBLHOTO C
yKe ycTaHOBIEHHbIM quarnozom PC. B npencras-
JICHHOM CJIy4yae 3pUTEJIbHbIC HAapYIICHUS OlepesKa-
JIM HEBPOJIOTMYECKHE MPOSIBJICHHS OOJIE3HH, UTO CO-
IJIacyeTcsl C MHEHUEM MCCIIeJOBATEeIIeH, 3y4aBLINX
nmaHHyto podnemy [8]. Ilpu cemeitnbix ciygasx PC
HEoOXOAMMO JUIMTENIbHOE HOCIeaytolee Ha0moze-
HHE 32 HALIEHTOM CO BIICPBbIC YCTAHOBJICHHBIM JIHa-
rHo3oM OH. 310 IO3BOSUT HE TOIBKO BOBPEMSI B3SITh
Ha JUCHAHCEPHBIH Y4€T MalMeHTa 0 OCHOBHOMY
3a00J1€BaHHIO, HO U COIIOCTABUTH POJIb BHYTPEHHHX
(mpemopOuaHEIi (HOH, TeHeTHYeCKHe (PaKTOpbl) U
BHELIHUX (aKTOPOB (KypEeHHE, CTPECCOBBIE COCTOS-

Cnucok TUTepaTypbl:

HUsL, THPEKIMOHHBIE 3a00JIeBaHus ) B Pa3BUTHH Pa3-
BepHyToM KapTuHbl PC. Onucanue ceMelHbIX Ciy-
YaeB IIOMOXET ONPEJCISITh TeUCHHE 3a00JICBaAHUS
1 IPOTHO3 y MALMEHTOB CO BIIEPBBIC BBIIBICHHBIM
3a0osneBanueM. [IpornosupoBanue pe3yabTaToB Te-
yenust PC Ha mpumepe Ommkaimx OOMBHBIX POJI-
CTBEHHHUKOB IOCIYKUT JaJbHEUIIUM OPUEHTUPOM
B OIPEETICHUN ONTUMAJIbHBIX YCIOBUM XKHU3HU (OT-
Ka3 OT BPEAHBIX NPUBBIYEK) U TPY/a y MALUEHTOB CO
BIIEPBBIC BISBICHHBIM 3a00JICBAaHUEM.

BriBoabI

BrisiBeHa KOHKOpAAHTHOCTH (POPMBI 3a0051€e-
BaHMsI, BO3PACTHOTO JMana3oHa U MEepBOro MaHU-
decra y OmpKalIIMX pOJICTBEHHUKOB.

[Ipu cemeiinoii popme PC ontudeckuii He-
BPUT MOXET IPEALIeCTBOBATh HEBPOJIOTHUECKOI
CHUMIITOMATHKeE.

[Tpu nepoii marudecrarun OH n nmerorem-
Cs1 OTSITOIIIEHHOM ceMeitHOM anamHe3e 1o PC HeoO-
X0JlMMa KOHCyJbTrauus Heponora, MPT rojgoBaoro
MO3ra 1 OpOuUT, FeHeTHYeCKasl IKCIEepPTU3a.

W3yyenune 3puTesIbHBIX HAPYILIEHUN U HEBPO-
JIOTUYECKOW CUMIITOMATHKH ITPU CeMerHoi (popme
MIOMOXET BBIIBUTH O0coOeHHOCTU TeueHus: PC B
3aBUCUMOCTH OT BIMSHUS KaK TeHETUYECCKHX, TaK
1 (aKTOpOB BHEILIHEH CPeAbl ¢ LEIbI0 MPEJOTBpa-
LIEHUS OBICTPOTO NPOrPECCUPOBAHUS JAHHOTO 3a-
OoseBaHUsI.
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