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HEWPOKOXHBIX CHHJIPOMAX

Oabmanckas A.C.!, Jimurpenko JI.B.!, Manos U.B.2, IlInaiixep H.A.3

'Vuueepcumemckas xmunuxa ®IBOY BO KpaclTMY um. npog. B.®. Boiino-fceneyxozo Munsopasa Poccuu,
Kpacnospck, e-mail: annaolsh@mail.ru;

2@IrB5OY BO «Camapckuii 2ocyoapcmeenuslil Meouyunckuii ynusepcumemy Munsopaeéa Poccuu, Camapa, e-mail:
ivmsamara@gmail.com;

SHayuonanouuiii MeOuyuHcKuil Uccie008amenyeKull yenmp ncuxuampuu u neepono2uu um. B.M. Bexmepesa, Canxm-
Ilemepbype, e-mail: naschnaider@ya.ru

Crnenuduyeckasi naToJiorusi OpraHa 3peHusi NpU HaCJeICTBEeHHbIX Helpokoxkubix cuHapomax (HKC) moxer
Ie0ITHPOBATHL B MIIAJIEHYECKOM BO3pacTe W MPOTPeCCHPOBATHL MO Mepe B3pOociaeHHsl mamueHTa. Yacrora
Bcrpedyaemoctu cnenupuueckoin anas HKC maronormu opraHa 3peHusi uM3ydeHa MaJjio, a XapaKTePHCTHKA
opTATBMOIOTHYECKHX NPH3HAKOB Y NAINMEHTOB ¢ 3JKTOAEPMAJIbHBIMH W Me30/IepMaJbHbIME (popMamu
3a00J1eBaHisl B 3aBHUCMMOCTH OT XapakTepa mNopakeHUsi IeHTpaabHoii HepBHO# cuctembl (IIHC) akTuBHO
m3y4aercs. Leap: aHaaM3 4acTOThl BCTPEYAEMOCTH MOPAKEHHS IJ1a3 Y MANHMEHTOB € Me30depPMAJBHBIMH H
3KkTOoAepMAIbHbIMH (popmamu HacjeacTBeHHbIX HKC ¢ nmopa:xkenunem ITHC. Bcero odciienoBan 51 mamueHT ¢
HKC. OdraasMonoruyeckoe o0ciae10BaHHe BKJIYANO0: BH30METPHIO, MEePUMETPHI0, OHOMHUKPOCKONUIO,
0TaTBMOCKONUIO, ONTHYECKYI0 KOTePEHTHYI0 TOMOrpauio, TOHOMETPHI0, pepaKkToMeTPHIO, YIbLTPAa3BYKOBOE
uccjieoBanue, 3xk30praabmomerpuro. OocienoBanbl 38 (75%) nmauMeHTOB ¢ IKTOAepMAJbLHLIMU U 13 (25%)
nauueHToB ¢ Mme3ogaepMaibubiMu (opmamu HKC. B rpymmy 1 (Okrogepmanbubie HKC) BriIOYeHbI:
Heiipo¢udpomaTo3 1-ro Tuna (21 cayuaii); Ty0Gepo3nblii ckiaepo3 (15 ciayuaeB); cMHAPOM 6a3a/1bHO-KJIETOYHOI0
HeByca (2 cayuasi). MeauaHa Bo3pacra nauueHToB B rpymnmne 1 — 16 [7;33] jer. B rpynmy 2 (Me30aepMajibHbIE
HKC) BkiI04eHbI: 3HUe(ATOTPUreMHMHANbHBIA aHruoMaro3 (8 ciyuyaeB); LepeOpOPeTHHOBHCLEPAIbHBIN
aHruomarto3 (4 cayuas); runeprpoduyeckas remanruodkrazus (1 cayyaii). Meguana Bo3pacra nmaumeHToB B
rpynme 2 — 27 [8;40] aer. Cneunduyeckas aia HKC nartosiorusi oprana 3peHusi OblJIa aKTHBHO BbISIBJIEHA B
71% cay4daeB mpu HJKToaepMaibHbIX (opmax m B 53,8% ciaydaeB mpu Me3omepMaibHbIX ¢(opmax, a
cnenuduyeckoe mopaxkenne IIHC BoissBaeno B 893% u 81,8% cayuyaeB COOTBETCTBEHHO.
OdrTanbmMoI0ruyeckuii CKPpUHHUHT ¢ BKJIIOYeHHEM COBPEMEHHBIX MeTOA0B IMATHOCTUKH CBHAETEIbCTBYET 0 TOM,
yro cnenupuyeckas ana HKC mnaronormsa rua3 comyTcTByeT crneuuduyeckomy mnopaxkenuro IHHC u
BcTpeyaetcst 6oJiee yeM B 50% cayuaes.

Kirouesrie cioBa: HaCJICACTBCHHBIC HCI\/'II)OKOH(HI)IC CUHAPOMEI, TOJIOBHOM MO3T, OpraH 3p€Husl, J1UarHoCTHUKa.
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The specific organ of vision pathology in hereditary neurocutaneous syndromes (NCS) can develop in childhood
and progress as the patient grows older. The frequency of NCS-specific pathology of the organ of vision has been
poorly studied, and the characteristics of ophthalmic signs in patients with ectodermal and mesodermal forms,
depending on the nature of central nervous system (CNS) lesion, are actively investigated. The aim of the study.
To analyze the frequency of eye damage in patients with mesodermal and ectodermal forms of hereditary
neurocutaneous syndrome with CNS lesion. Total 51 patients with NCS were examined. Ophthalmological
examination included visometry, perimetry, biomicroscopy, ophthalmoscopy, optical coherence tomography,
tonometry, refraction, ultrasound, and exophthalmometry. There were examined 38 patients with ectodermal
and 13 patients with mesodermal forms of NCS. Group 1 (ectodermal NCS) included neurofibromatosis type 1
(21 cases), tuberous sclerosis (15 cases), and basal cell nevus syndrome (2 cases). Median age of patients in group
1 was 16 [7; 33] years. Group 2 (mesodermal NCS) consisted of encephalotrigeminal angiomatosis (8 cases),
cerebroretinovisceral angiomatosis (4 cases), and hypertrophic hemangioectasia (1 case). The median age in
group 2 was 27 [8; 40] years. The NCS-specific eyes pathology was actively detected in 71% of cases with
ectoderm forms and in 53.8% of cases with mesoderm forms, while specific CNS damage was registered in



89.3% and 81.8% of cases, respectively. An ophthalmic screening by using modern methods for diagnostics
indicates that the NCS-specific eyes pathology accompanies a CNS-specific lesion and occurs in more than 50%
of cases.

Keywords: hereditary neurocutaneous syndromes, brain,organ of vision,diagnostics.

HelipokokHble CHHAPOMBI MPEACTABISIOT COOOH IMIMPOKYIO TPYMIy HACIEACTBEHHBIX
paccTpoiCTB, MAMii KOTOPBIX XapaKTepHbI TPEXKAE BCEro raMapTO3HbIE MOPAXKEHHUS KOXKH,
LEHTPaJIbHOW U nepuepudeckoil HEpBHOM CUCTEMBI, OpraHa 3peHHsl 1 BHyTPEHHHUX opraHos [1, 2].
[lepBonauansHo Tpu 3aboneBanusi (Herpopudbpomaro3 — HD1, tyGeposusiii ckiepo3 — TC u
epeOpopeTHHOBHUCIIEpATIbHBIN aHrnomaro3 — [{PA) ommcan romnmanackuii odpramemonor Ban nep
XyBe Kkak «dakomaro3» (or rped. phakos — «dedeBwIla, MATHO»), YTOOBI BBIJCIHUTH
«4evyeBHUIICO0pa3HbIe) MOpPAKEHHsI, KOTOPbIE OH HAOIIOAAN B 3TOW rpymie paccTpoicTs. [1ozxke oH
paclIMpmil CHUCOK, BKIIOYMB B HEro SHIEPATOTpUTreMUHANIBHBIN aHruoMato3 (OTA), wm
cunapom lItypre—BeGepa, koTopblil HE XapakTepu3oBaJiCs pa3BUTHEM (akoMm, raMapToM, U 3TOT
TEPMUH cTaj HeyMecTHBIM [3]. CHHAPOM aTaKCHHU-TEJICaHTUIKTa3uu ObLT 10o0aBieH B 1941 1. [4], n
CO BpeMeHeM B juTeparype Oblio onucano 6onee 60 ¢opm HKC [5]. TlepBoHavanbHO cUUTAIOCH,
g0 HKC mpoucxonsT U3 SKTOAEPMBI, XOTS COCYAUCThIC aHOMAaNuH, HaOmomaemeie mpu DTA,
MIPOUCXOJAT M3 Me3oAepMbl. B Hacrosiiiee BpeMs MHOTHE MOJIEKYJISIPHBIE M KIMHUYECKHE
MATOJIOTUYECKHE OCOOCHHOCTH MOJACPKUBAIOT KOHIEMIUIO, COIJIaCHO KOTOpOMl aHoMajbHOE
oOpa3oBaHue, Murpamnus win AudQepeHnnpoBka KIETOK HEPBHOTO TpeOHs SBISIIOTCS BEIyIIUM
3BEHOM B [MATOreHe3e OSTUX CUHApoMOB [6]. Kierku HepBHOro rpebHS GOpMUPYIOTCS U3
HMOPHOHAIBHON SKTOAEPMBI U CO3/Ial0T Pa3HOOOPa3HYIO MOMYJISIIHIO KIETOK, BKIIOYast CTPYKTYPHI
9KTO/IepMaNbHOrO npoucxoxaeHus (I1IBanHOBCcKuE KiIeTKH nepudepruueckoil HEpBHOM CHUCTEMBI U
TaHTJIMEeB  3aJHEr0  CIIMHHOMO3TOBOTO  KOpEIIKa) W ME30JePMAbHOTO  TPOUCXOXKICHUS
(MenaHOUMTHI, >KUPOBasi M COCIUHMUTENbHAs TKaHb). Hanuuuwe uepenHo-IMIEeBBIX aHOMAIHi,
AQHTHOM U MOPAKEHUS KOKU ME301€pMaIbHOIO POUCXOXKIECHUS, XapakTepHbIX g MHOorux HKC,
CBUJICTEIILCTBYET 00 OOITHOCTH maToreHesa [6, 4].

OcoOeHHOCTH SMOpHOreHe3a rja3a 3aKIIoYaloTCs B TOM, 4YTO OH SBISIETCS YacCThIO
TOJIOBHOTO MO3Ta, BBIHECEHHOM 3a ero mpenensl. B mepuoa BHyTpUyTPOOHOTO pa3BUTHsI 3a4aTOK
TJIA3HOTO 510JI0Ka 000CcO0IIsIeTCs B KOHIIE 2-i HEeIeIu, KOT/Ia 3apOobIieBas IACTHHKA COCTOUT U3
TPEX CJO0EB: DKTOJEPMBI, ME30I€PMbl U SHTOJIEPMBI — U UMEET YIUIOIIEHHYIO YEUeBHIIE0Opa3HYIO
¢dbopmy. ['ma3Hbple SMKH Yy 3apOjbIllIa YelIOBEKa BO3HHKAIOT U3 SKTOAEpMaibHOW OOpO3AKH, H3
KOTOpOHM 3aTeM pa3BHBAIOTCS MO3TOBbIE Iy3bIpu U (opMmupyercs roioBHo mosr [7]. Takum
o0pa3oMm, OCOOEHHOCTH 3MOpHOHATBHOTO pasBuThus opraHa 3perms u [[HC moOymwnmm Hac
HCCIIeI0OBaTh B3aUMOCBS3b nopakeHus oprana 3penus 1 LIHC y narueHToB ¢ Me3oaepMaibHbIMU U
skToaepManbHbiMU popmamu HKC.

He.]'lb: AHAJIN3 YaCTOTBI BCTPCYACMOCTHU MOPAKCHUS TJ1a3 Y NAlUCHTOB C ME301CpMAJIbHBIMU



U OSKTOACPMAIBHBIMU (hOpMaMH HACIICACTBEHHBIX HEHPOKOXKHBIX CHHAPOMOB C TIOpPaKECHHEM
LIEHTPAJIbHOW HEPBHOM CUCTEMBI.

Marepuajbl M1 MeTO/AbI HCCJIEJOBAHUS

HccnenoBanne mpoBeNeHO Ha 0a3e HEBPOJIOIMYECKOTO ILIEHTpa  SHHJICHTOJOTHH,
HEHPOreHETUKN W MCCIIEJOBAaHMSI MO3ra YHUBEPCUTETCKONW KIMHUKU M Kadenpbl MEAUIIMHCKON
reHeTUKH 1 KauHndeckoi neripoduznonoruu UTTO KpacI' MY um. npod. B.d. Boitno-Scenenkoro
MunszapaBa Poccun u B pamMkax JI0TOBOPOB O COBMECTHBIX HaYUYHBIX MCCIIEIOBAaHMSX C Kadempoit
IJIA3HBIX OOJIE3HEH WHCTUTYTa MOCIEAMIIOMHOrO oOpa3zoBaHus CaMapcKOro rocyaapcTBEHHOIO
MEIUIIMHCKOTO0 yHUBepcuTreTa M HanMoHanbHBIM MEIMLIMHCKUM HCCIIEI0BAaTENIbCKUM LIEHTPOM
ncuxuaTpuu U HeBposioruu uM. bextepeBa (r. Cankt-IlerepOypr). IIpoBeneHHOe uccienoBaHue
ono0peHo stuueckuM komutetroM KpacIMVY um. mpod. B.®. Boiino-fAcenenxoro Mun3apasa
Poccun (mpotokon Ne 64/2015 ot 23.09.2015 r.).

Kputepun BKIIOYEHHS: JHIA >KEHCKOTO M MYXKCKOTO Iojla C BepH(PHIMPOBAHHBIM
nuaro3oMm HacieactBeHHoro HKC. Kpurtepum wuckmtouenusi: HeyTouHeHHbIM auarHo3 HKC;
¢denoxornuu HacnenctBeHHbIX HKC; HexenaHue ManMeHTOB BBIMOIHATH MPOTOKOJ HCCIETOBAHUS
WIA TUarHOCTUYECKHE MPOIEeNyphl B paMKax HACTOSIIETro HccienoBaHus. Hamu ObUTM aKTUBHO
o0cJe10BaHbl MALMEHTHI C paHee U BIepBble ycTaHOBIEeHHBIM quario3zoM HKC, a Takxke npoBeaeHo
obcnenoBanue pojacTBeHHHkKoB manueHToB ¢ HKC mepBoit m BrOpoit nmHuMM pojactBa. Bcee
MAlUEHTHI, BKIIOYEHHbIE B HACTOSAIIEE HCCIIEIOBaHUE, WIM UX POAUTENN/ONEKYHbI MOANUCHIBAIN
no0poBobHOE HHGOPMUPOBAHHOE coryiacue. [lanrenTsl He momyvany BO3HATPaXACHUS 3a y4acThue
B HacTosimeM uccienoBanud. 3a nepuon ¢ 2015 mo 2018 rr. o6cnenoBan 51 manument ¢ HKC.
Bo3spact nanuenToB B 001iel BEIOOpKE BapbupoBall OT 3 MmecsieB a0 80 jeT, MeauaHa Bo3pacTa
coctaBuna 19 [7;36] ner. OdrampMonorunyeckoe o0cae0BaHNE BKIIOYATIO: BU3OMETPHIO (ITPOCKTOP
3HakoB Huvitz CCH — 3100, Korea), pedpaxkromerpuro (aBropedpakromerp Huvitz HRK — 7000,
Korea); sk3odransmomerpuio (3epkaibHbI 3K30(pTambMoMeTp [eprens); OMOMHKPOCKOIHUIO
(mwenesas namna Huvitz HS — 5500, Korea); npsiMyto oTanbMOCKONUIO (PyUHOM AJIEKTpUYECKUI
opranpmockon Heine NT 300, Germany) u oOpaTHyro o0¢TaaIbMOCKONHUI0 (OECKOHTaKTHAS
acepuueckass JuH3a I ocMoTpa riasHoro aHa Ocular standart D90, USA); ronumockomnuto
(xontakTHas auH3a [ompamana, Ocular, USA); KOMIBIOTEpHYIO MEPUMETPHUIO (AaHATMU3ATOP OIS
3penust Peritest — 300, Poccust); uamepeHrne BHYTPUIJIA3HOTO JaBJiCHUS (KOHTAKTHBIM TOHOMETP
MaksakoBa); onpe/iesIeHre Mopora IEeKTPOUyBCTBUTEIBHOCTH 3pUTENBHOTO aHamu3aTopa («29coMm-
Komt», Poccus); 3putenvHbie BbI3BaHHbIe moTeHUuanbl (3BII) Ha BCOBIIKY M pEBEPCHUIO
maxmaTHoro mnarrepHa («Heitpo-MBII», Poccusi); crnekTpajibHyl0 ONTHYECKYIO KOT'€PEHTHYIO
ToMorpaduro (1o MmoKazaHUsIM); CHUMOK rina3Horo aHa (Visucam 500, Carl Zeiss Meditec AG,

Germany). Bce manueHTbl OCMOTPEHbI I€PMATOIOrOM M HEBPOJIOrOM; Ui YTOUHEHHUS XapakTepa



nopaxkenus: [{THC nHabmiogaeMbIM mareHTaM MPOBOAMINCH MAarHUTHO-PE30HAHCHAs ToMorpadus
(MPT) ronoBroro mo3ra ¢ momntHocthio 1,5-3,0 Tecna mo nporokony HKC (pakomarosam) u (1o
nokasaHusM) KkomnbiotepHas Tomorpadus (KT) ronosaoro mosra.
B 3aBucumoctu ot ¢popmsl HKC obmras BeiOopka Oblia pazaeneHa Ha 2 rpynnsl: 1-s rpymnmna
— MarMeHTsl ¢ dkronepMaibHbiMu popmamu HKC; 2-g rpynma — ¢ Me3oaepMainbHBIMU (hOpMaMH
HKC. B pamkax ©Hactosimero wuccienoBanus ooOcnenoBanbl 38 (75%) manmweHToB C
sKToAepManbHbIMU U 13 (25%) nanuenTtos ¢ Me3oaepManbHbiMu popmamu HKC (Tabm. 1).
Tabmuna 1

Yucno manueHToB Py SKTOAEPMAITBHBIX U ME30IepMATBHBIX (JOpMax HEUPOKOXKHBIX CHHPOMOB
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B rpynny 1 Bxmroduensr: HO1, unu 6one3ns Peximmarxaysena (21 ciyuaii); TC, wim 60ye3Hb
Bypuesmins—IIpunrna (15 cinydae); cunapom 6azanbHOKIeTouHOrO HeByca (CBH), mnu cunapom
lNopnuna—Tonbrua (2 ciayuast). Bo3pacTt nmauuentos B 1-if rpynmne BapsupoBai ot 3 mecaues 10 80
ner. Menuana Bo3pacTa nmanueHToB coctaBuwia 16 [7;33] ner. Bo 2-to rpynmy Bkmtouensl: OTA,
umu cuaapom llrypre—Bebepa (8 cmyuaer); LIPA, wnu cunapom ['mmmens—JIungay (4 ciydas);
runeprpoduyeckass remanruoskrazus (I'TD), wmmm cungpom Kimnmens—Tpenone—Bebepa (1
ciy4aif). Bo3pacT nanueHToB B rpynme 2 BapbUpoBall OT 6 MecsueB 10 66 net. Menuana Bo3pacTa
cocraBuna 27 [8;40] ner. Bce mamueHThl paHee HAOMIOMATUCh Yy HEBpojora Ha 0Oase

HEBPOJOTUYCCKOTI'O HCHTpa OIMUJICIITOJIOTHUH, HeﬁpOFCHCTI/IKH u HUCCICO0OBAaHUA Mo3ra



VYausepcurerckoit knmuHUKH KpacTMVY uMm. mpod. B.®. Boitno-fcenenkoro nmo nmosoxy HKC n
MMENIM  YTOYHEHHBI  JAMarHo3  Ha  OCHOBAaHMUM  KOMIUJIEKCHOTO  HEBPOJOTHYECKOIO
HEHPOPAIUOIIOTUYECKOTO M JEpPMATOJNIOTUYECKOTO  HCCIENOBAaHUS, OIHAKO  KOMIUJIEKCHOE
o(ranbMONIOTNYEeCKOe HCCIIEOBaHNE ObUIO BBHIMOJIHEHO UM BIIEPBBIE B paMKax HACTOSILIETO
HCCIIeI0BaHUS.

PesyabTaTsl HcciaegoBanusi v obcyxaenue. Crnenuduieckue o0Q(TaTbMOJIOTHICCKHE
MpU3HAKK y HanueHToB ¢ 3kTogepManbHbiMu HKC Obln BbIsiBiAEeHBI B 71% ciyuaeB (Tabi. 2). Y
nanueHToB ¢ H®1 nuarnoctupoBana cienyromas narojaorus oprasa spenus: 81% (17 cioyuaes) —
MeJlaHOIIUTapHas ramapToMa panyxku (y3enku Jluma); 24% (5 cimydaeB) — riMoMa 3pUTEIHHOTO
HepBa; 4,7% (1 ciywail) — amna3us Kpbula KIMHOBUIHOW KOCTU ¢ Aedopmanmeld riazHuipl. Y
nanueHToB ¢ TC BoisiBneHbl: 53% (8 ciiydaeB) — ouyaru rumonurmeHtranuu cerdarku; 33,3% (5
cllyuaeB) — peTHHajbHas ramaproma; 13,3% (2 cmywast) — ¢ubpoma Bex; 13,3% (2 ciyuas) —
KOMITPECCHOHHAsT aTpousi 3pUTCIBHOTO HeEpBa Ha (OHE OKKIIO3MOHHOW Tuaporedatnd,
aCCOLIMMPOBAHHON ¢ cyOsmeHauManbHOUM actporutomoit (COT'A); 6,7% (1 caywail) -
CerMEHTapHasi TUMOMUTMeHTanus paxyxku. Y 1/2 (50%) nmanumenta ¢ CbH nuarnoctupoBana
JIBYXCTOPOHHSS SIIMPETUHAIbHAs MeMOpaHa.

Crieruraeckue OPTATEMOJIOTHYSCKHAE TMPOSIBJICHUS Y IMAIUEHTOB C MeE30JepMaIbHBIMU
¢bopmamu HKC BeisiBiens! B 53,8% cinydaeB (tabm. 2). ¥V mamuentoB ¢ OTA auarHoCTUPOBAHO:
75% (6 cimydaeB) — reManruoMa koxu Bek; 41,6% (4 cimyuasi) — anruonarus cerdatku; 16,7% (2
ciydasl) — BTOpuYHas rinaykoma; 12,5% (1 cmydaif) — remaHruomMa XOpPHUOHWAEH, OCIOKHEHHAs
OTCJIOMKOW CeTYaTKU U PE3KUM CHM)KEHHEM OCTPOTHI 3peHHs Y 3-JIeTHero pebeHka. B To xe Bpems
y mnanueHtoB ¢ IIPA cnenuduyeckoro mnopakeHuss opraHa 3pEeHHsS B XOJ€ HACTOSILEro
WCCIIeIOBaHMS HE BBISIBICHO.

Tabmuia 2
Y poBeHb MOPaKEHUS MPHU SKTOAEPMATIBHBIX U ME30JepMAIIbHBIX (POpMax HEHPOKOKHBIX

CHUHJPOMOB Yy HA0JI01a€MbIX TTAIUEHTOB

DopmbI IHopaxkenue koxu IMopaxenne IHC Ilopaxenue rias
(paxomaTo3oB n % n % n %
DKTOJIepMaJIbHBIC 37 97.4 26 68.4 27 71,05

dbopmbl
Me3sonepmanbHbie 10 76,9 10 76,9 7 53,85
dopmbI

Taxke Hamu mnpoaHanu3upoBaHa ¢(oHoBas cnenuduueckas mnarosnorus [HC mnpu

SKTOJEPMANbHBIX M Me3oJepManbHbiXx ¢Gopmax HKC y nHabmomaembIx JeTeid M B3pOCHBIX C



MopakeHUeM opraHa 3peHusi. 13 rpymnmsl uccaenoBanus ObLIH HCKITIOYCHBI TTAIMEHTHI, KOTOPHIE HE
NpONUIM  HEHPOpaIUOJIOTHUYECKOe HuccienoBanue mo mnporokody HKC, a wumenn Toabko
CKPUHHHIOBOE HEHPOPATUOIOTUYECKOE HCCIIEIOBAaHNE TOJOBHOTO MO3Ta OJHOKPATHO B YKU3HU U
BO3JEPKUBAJIUCh IO TEM WIM HHBIM [PUYMHAM OT  IOBTOPHOI'O  PAaCIIMPEHHOIO
HEUPOPATNOIIOTHIECKOTO MCCIICIOBAHMUS, YTO HE MO3BOJISUIO HaM C OOJbIIEH 0JeH BEpOSTHOCTH
YTOYHUTDH WJIM OTIPOBEPTHYTh HAIMUKe crnernududeckor mis paccMarpuBaeMbix HKC ctpykrypHoi
MATOJIOTUHU TOJIOBHOTO MO3Ta.

B pesynbraTte u3 o01eil BBIOOPKU ISl HOCIEAYIOMIETO YIITyOJeHHOTO aHAIN3a UCKITIOYCHBI
12 u3 51 (23,5%) cnyuas. Jlamee mamu mpoananuzupoBanbl 39 u3 51 (76,5%) cnygas HKC y
MAUEHTOB, MPOIIEIINX MOJHOE HEBPOJIOrHUECKOe HEHPOpaanoIOrHieckoe, AepMaToJIOTHYeCcKoe
1 opTampMONIOTHYECKOE HccienoBaHue, B ToM yucie: 71,8% (28 ciydaeB) ¢ 3KTOAEpMaTbHBIMU
HKC; 28,2% (11 cnyuaeB) ¢ me3onepmanbibivu HKC. Cpean manmeHTOB ¢ 3KTOJepMallbHBIMU
HKC cneunduueckoe mnopakeHue TroJIOBHOTO MO3ra Ha MOMEHT NPOBEICHHSI HACTOSILErO
uccienoBanus ObUIo BbIABIEHO B 89,3% (25/28), a cneuuduyeckue oQTaIbMOIOIHYECKUE
nposiBienus — B 71,4% (20/28) caywaeB. Y 20 u3 25 manueHToB co cnenu(uyeckuM NopakeHHueM
IMHC, accouuupoBaHHBIM C paccMaTpUBAaeMOM MaTOJOTHed, HaOJII0AaIOCh MOpPAKEHUE OpraHa
3peHus. Y MAIMEeHTOB C JKTOAepMalbHBIMU (hopmamu, mMeronmx cnemupuyeckyro anst HKC
MATOJIOTHIO TJ1a3a, MOXHO IMpeArnoyiaraTh creuu@uueckoe CTPYKTypHOE MOpakeHHE TOJIOBHOTO
Mo3ra B 80% ciyuaes.

Cpenu mamuentoB ¢ mezonepmanbHbiMu popmamu HKC mopaxenune IIHC BbisiBieHO B
81,8% (9 cnyuaeB), a cnienuduueckue odraapbMoIoruieckue npossneHus — B 54,5% (6 cimyuaes).
Takum oOpa3om, y 6/9 mamuentoB, umeromux crneruduaeckyto st HKC maromoruto oprana
3peHus, MOXKHO IperoaraTh cneunduyeckoe CTpyKTypHOE MopakeHHe roJIOBHOro Mo3ra B 66,6%
CIIyJaes.

IIpoBeieHHOE HCCIIEAOBAHHUE CBHUIAETENBCTBYET O TOM, YTO HACTOPOKEHHOCTb Y
oranemonora B ciay4yae BbisiBieHHs crenuduueckoro miusi HKC mopaxenuss oprana 3peHUs
JOJKHA OBITh BBILIE MPU SKTOAEPMAIbHBIX (opMax MO CpaBHEHHIO ¢ Me3oaepManbHbIMU (80%
poTuB 66,6%), Koraa Bpay-oTaIbMOJIOT MOXKET UMETh BECKHE OCHOBAHHS HANPaBUThH MaIlEHTa
Ha HEHpOpaaMOJIOTHYECKOE HCCIICAOBAHHE TOJIOBHOI'O MO3ra IO MPOTOKOIY (pakoMaTo3oB M Ha
KOHCYJIbTAllMI0 HeBpojora. Hamu BbIsSIBII€EHA CTATUCTUYECKU 3HAUMMAas MpsMas KOPPEISLMOHHAs
3aBUCHMOCTh MEXAY CHeUu(PUYEecKUM TMOpaKeHHEM opraHa 3peHus U  crneuuduyecKum
nopaxxenuem [{HC y nmauuenTos c sxroaepmansabiMu popmamu HKC (p=0,01709), B To Bpems kak
CTaTUCTHYECKH 3HAYMMas accoluanus B ciaydae wmesonepmanbHbix ¢opm HKC He BbIgBieHa
(p>0,05) (tabm. 3). OmHAaKO 3TO MOXET OBITh OOYCIOBIEHO MaJBIM OOBEMOM TIOIBHEIOOPKHU

naueHToB ¢ MezonepmanbHbiMu Gopmamu HKC, kotopble corfmacuiuch NpPUHATH Y4YacTHE B



HACTOSIIEM UCCIICOBAHUH U TIPOIILIU TIOJTHOE UCCIIeIOBaHKE 10 npoTokory auarHoctuku HKC.
Tabmuia 3
B3anMocBs3b MEKIY Crieln(pUIECKUM TIOPAKESHUEM OpTaHa 3pEeHUs U TOPKEHUEM [IEHTPAIbHOU

HepBHOI\/JI CHUCTCMBI Y H8.6JIIOI[3.€MBIX IIarmuCHTOB C HCﬁpOKOH(HBIMH CUHApOMaMH

Xapakrep nopaskeHus Ixroaepmanbubie HKC Mesoaepmanbabie HKC
Iopa:xenue bes Ilopaxenne bes
oprasHa NMOpa:KeHUsl | OpraHa 3peHus, MOpaKeHus!
3peHus, opraHa n (%) Oprasa 3peHus,
n (%) 3peHus, n (%)
n (%)
C nopaxenunem [THC 20 5 4 5

(71,448,5%) | (17,8472%) | (36,3£14,5%) | (45,4+15,5%)

be3 nopaxenus [THC 0 3 2 0
(10,7+5,8%) (18,2+11,6%)
Kpumepuit «mounou 0,01709 0,45455
8EPOAMHOCIUY

3akiaveHue. AKTUBHBIA O(TaTbMOIIOTUYECKUN CKPUHHUHT C BKJIIOYCHHEM COBPEMEHHBIX
WHCTPYMEHTATBHBIX METOJIOB JIMATHOCTUKH MATOJIOTUN OpPTaHa 3peHUsS CBUICTECILCTBYET O TOM, YTO
cnernuduaeckas a1 HKC maronorus oprana 3peHus COMYTCTBYET CIENU(DUISCKOMY MOPAKSHUIO
HHC u Bcrpeuaercss 6onee yem B 50% ciyuaeB. [lomydeHHble HaMHu pe3ylbTaThl OOBSCHSIOT
HEOOXOIUMOCTh MePCOHAIU3UPOBAHHOTO noaxonaa H TOBBIIIEHHS 3¢ (HEeKTUBHOCTHU
0 TATLMOJIOTHYECKON JTUATHOCTHKH W €€ MPEEMCTBCHHOCTH IIPH JTUCIIAHCEPHOM HAOIIOICHUN

MAIMEHTOB C pacCMaTPUBAEMOI MAaTOJIOTHEN Y 0TaIbMOIIOra U HEBPOJIOTa.
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