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DTUOJOTNYECKAA CTPYKTYPA HEIVIAYKOMHbBIX
OIITUYECKUX HEUPOIIATUU

Harajus Jleonugosna IINEPEMET!, Hataabsa Anexkceesua AH/IPEEBA!,
Adexceit [imurpueny MEIITKOB?, Aniena JIbBoBHa HYXPOBA?,
Anna Huxonaesna IOTMHOBAS3, Anexcanap Bnagumuposuu ITOJISIKOB?

VHUU znaznvix bonesneu
119021, 2. Mocksa, yn. Pocconumo, 11, kopn. A, B

2 [Tepswiii Mockosckuii 2ocyoapemeenivitl meouyunckuil ynueepcumem um. U.M. Ceuenoesa,
Yuusepcumemckas knunuueckas 6onvHuya Ne 3,

Kaunuxa negpponozuu, enympennux u npogeccuonanvhuix bonesrneti um. E.M. Tapeesa
119021, 2. Mocksa, yn. Pocconumo, 11, cmp. 4, 5

3 Meouko-eenemuyueckuil Hayumblil Yyenmp
115478, e. Mocksa, yn. Mockeopeuve, 1

ey paGoThl — H3yYUTH STHOJIOTHYECKYIO CTPYKTYPY M YaCTOTY BCTPEYaeMOCTH onTudeckux Herpomnaruii (OH) pasz-
JIMYHOTO T'eHe3a MO JaHHBIM COOCTBEHHBIX HaOmroneHWi. Marepuas um MeToasl. VcciienoBanne OCHOBaHO Ha aHa-
JM3€ JTaHHBIX OOMIEKIMHUYECKoro oOcnenoBanms 658 manmentoB (982 mraza) ¢ OH. Pesyabrarhl. Hanbonee gacto
Berpevaronmmucst OH siBuimcs nmemudeckass OH (31,2 % ot Beex ciydaeB), a Taxoke ontudeckuid HeBpuT (18,3 %
ciydaeB). OmyxoneBoe Wi HHPUIBTPATUBHOE MOPaKEHHE MEPEIHET0 3PUTEIBHOTO ITyTH BRISBIECHO B 9,9 % ciydaes,
9HJIOKpHHHAs HelipoodTanbmonaTus obHapyxeHa y 7,2 % obcnenoBannbix. Octpas n xponuueckas OH npu apysax
3puTensHOro HepBa coctaBmia 12,4 % ot Bcex ciydaeB OH u 60,5 % — cpenu Bcex MalMeHToB C Ipy3aMH IUCKa 3pH-
tenbHOro HepBa. Hacnencreennas OH ycranosnena B 10 % ot Bcex ciydaeB OH, Tokcuueckas — B 4,3 % B pesynbTrare
OCTpPOIl M XPOHUUYECKOH AJIKOTOJIbHOM MHTOKCHKALIMH, XPOHUYECKOTO HAPKOTHUECKOTO OTPABICHNUS, OTPABJICHHS JIeKap-
CTBEHHBIMH Ipernaparamu. TpaBmaruueckas OH BoisiBieHa y 6,7 % Bcex oOcienoBanHbIX. 3akaodenne. [Tppanast OH
MHOT000pPa3HBbI, BAPbUPYIOT OT BPOJKACHHBIX M3MEHEHUH 10 3a001eBaHNI 3pUTENBHOTO HEPBA B PE3YJIbTATE CEPhE3HOM
TEpaIeBTHYECKON M HEHPOXUPYPIHYECKON MaTOJIOTHH, CO3IAIOUIMX YIPO3y HE TOJIBKO O()TalbMOJIOTHYECKOMY, HO U
JKU3HEHHOMY nporHo3y. I1pu BeraBnennn cumnromoB OH He00x0auMO TIHIATETbHOE KIMHUYECKOE HCCIII0BAHHE MAIH-
€HTa JUIS OTIPE/ICIICHHS T'eHe3a 3a00IeBaHMsL.

KoaroueBble ciioBa: ontuueckas HeHponaTys, NPUUUHbI 3a00JI€BaHUs 3pUTEILHOTO HEPBa, UIIEMUYECKasi OITHYe-
cKas HeWpomarus, HacJIeICTBeHHAs OonTHYecKkas Heliponarus Jlebepa, ayTocOMHO-TIOMIHAHTHAS ONITHYECKas Helpora-
THUSI, ONTUYECKUI HEBPUT.

Onrtuueckue Heiponatuu (OH) — rpymma rere-
POTCHHBIX 3a00JIeBaHUH, AT KOTOPBIX OOIITHM SIBIISI-
eTcsl ocTpast WM XpOHHUYECKasi TOTepsl TAHIIMO3HBIX
KJIETOK CETYAaTKU U MX aKCOHOB, COCTABIISIIOLMX 3PH-
TEeNbHBIA HEPB, YTO 3aKaHYMBAETCS PA3TMYHON CTeTe-
HBIO TIOTEPH 3PHUTENBHBIX (PYHKLMI BCIEICTBUE Ya-
CTUYHOM WJIM TIOJHOM aTpo(uH 3pUTEILHOTO HEepBa.

OH — dacTasi mpuyuHA TOTEPU 3PUTENBHBIX (YHK-
oui, 3a0oJeBaHUE, KOTOpPOe HEoOXOmuMO OBICTPO
JMUATHOCTUPOBATh U OTMPEACIISATh €0 dTHOJOTHIO ISt
OKa3aHHs CBOCBPEMEHHOW M KOPPEKTHOW TeparieB-
TUYECKON WJIM XHUPYPruveckou momoinu. Yactuunas
arpoust 3pUTEIHLHOIO HEpBa B CTPYKTYpE MPHUUH
cienoTsl U cnaboBueHus B PO cocrasmser 14 % [2].

Hlepemem H.JI. — 0.:m.H., 6e0yuuil HayuHwlli COMPYOHUK OMOeLAd KIUHUYECKUX UCCAe008AHU 8 OQMATbMONI02UL,

e-mail: sheremet_n@mail.ru

Anopeesa H.A. — k.M.H., HQYUHbIT COMPYOHUK OMOENA KIUHUYECKUX UCCTe008AHULL 8 OPMATbMONI02UL,

e-mail: natalia.hanakova@gmail.com

Mewkoe A.Jl. — k.;m.1., 8pau-pesmamonoe, e-mail: alexeymeshkov@mail.ru
Yyxpoea A.JI. — k.m.H., 6edywuti HayuHvl compyorux aabopamopuu JJHK-0uaecnocmuxu,

e-mail: achukhrova@yandex.ru

Jozunosa A.H. — k. m.H., Hayunblil compyOHux rabopamopuu JJHK-0uaenocmuxu, e-mail: anloginova@mail.ru
Ilonakoe A.B. — 0.:m.1., 3a8. 1abopamopueti J[HK-0ouaenocmuxu, e-mail: apol@dnalab.ru
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[IpuanHBI IOpakeHUS 3PUTENBHOTO HEPBAa MHO-
roo6passsl. [lo stnonorun Hernaykomuyio OH yc-
JIOBHO MOXKHO TOAPA3AEIUTh Ha BOCHAIUTEIBHYIO,
AIIEMHYECKYI0, KOMIIPECCHOHHYIO, TpaBMaTH4e-
CKyI0, TOKCUYECKYI0, HacJleJICTBeHHYyI0. B mocien-
HUE rojibl Oyaroapst 0cOOEHHO OBICTPOMY Pa3BUTHIO
WHCTPYMEHTAJILHOHN JTUATHOCTHKH, a TAKXKe OOJBITICH
JOCTYITHOCTH BBICOKOYPOBHEBBIX JTA00OPATOPHBIX Me-
TOJIOB WCCIICZIOBAHUS TOSBHIIACH BO3MOXKHOCTH 00-
nee panHero mudQepeHIUpPOBaHUSI PA3TUIHBIX BU-
noB OH. CBoeBpeMEHHOE BBISBICHHE U aJCKBaTHAS
TPaKTOBKa MATOJOTHYECKUX N3MEHEHUH 3pUTEIHHO-
IO HEepBa MO3BOJISIFOT MOBBICHTH 3()()EKTUBHOCTH Jie-
YeHHsI ¥ TPEJOTBPATUTH TEM CaMbIM HEOOpaTUMbIC
OCIIOKHEHWSI, OOYCIIOBIIEHHBIE TTO3HEW W OIMNO0Y-
HOM TUarHOCTUKON 3a00JIeBaHMUS.

Lenp paboOTBl — U3YyYUTh OSTUOJIOTHUECKYIO
CTPYKTYpy M uactory BcTpeyaemoctd OH pasnnu-
HOT'O T€HEe3a MO JAaHHBIM COOCTBEHHBIX HAOIIOIEHNN.

MATEPUAJ U METO/IbI

HccnenoBanne OCHOBaHO Ha aHANU3€ JAHHBIX
oOcnenoBanus 658 nanuentos (982 raz) ¢ OH. Jlns
onpenenenns renesa OH y Bcex OOJNBHBIX OIEHH-
BaJM PE3yJbTaThl OOIIEKINHUYECKOro 00CIIea0Ba-
uwus: KT/MPT ronoBHOro mo3ra, opOuT; 4acTh Ima-
MEHTOB Mponuia yrryonennoe MPT-o0cinenoBanne
TOJIOBHOTO MO3Ta M OpOWUT BBICOKOTO DPa3pelIeHus,
JIOTIOJIHEHHOE KOHTPAacTUPOBaHMEM JJIsl IIOJIaBJIe-
HHS CUTHaja OT >KUpoBOM TKaHW. [lo mokazaHusiM
nareHTaM  BwInojHsu  MP-anruorpaguto.  [lo
MIOKA3aHUSIM TPOBONWIN OOIICKIMHUYECKHE, OHO-
XUMHYECKHe, IHUTOJOTHYECKHEe, CEepOJOTHYECKHe,
HMMYHOJIOTHYECKHE, TOPMOHAJIbHBIE, MHUKPOOHOIIO-
TUYECKHe, TeHeTUYECKHE HCCICIOBAHUSA, OCYIIEeCT-
BJSUTM KOHCYJBTAIlMH TepareBTa, remMarojora, OTo-
PUHOJIAPUHTOJIOra, CTOMArojora, MH(QEKIMOHKUCTA,
HEBpOJIOTa, HEHpoXupypra.

[larmentamM ¢ MOmO3peHHEM Ha BOCHAINATENb-
HOE 3a00JIeBaHHE 3PUTEIFHOTO HEPBa BBHIOIHSIH
KIIMHUYECKU aHalu3 KpPOBH, MOYH, OIPEACISIIN
cojiepKaHWe B KPOBM aHTHOTEH3MHITPEBpaIlaroIe-
ro gepMeHTa, aHTHAJCPHBIX aHTHUTEN, AHTUHEUTPO-
(bMITBHBIX TMTOIUIA3MATHYECKAX AHTHUTEN, aHTHUTEI
K Kap/IMOJUIKUHAM, MapKepoB HHpEKIHH (cuduuc,
BUY, remarut, TyOepkyne3, LIMB, Tokcommazmos,
XJIAMHUJIAO03, TepIiec, BUpyc DmmTeiina — bapp).

[Tanmentam ¢ MOmO3peHHEM Ha HIIEMHYECKHE
HapylIeHUs] 3PUTEIHHOTO HEpBa MPOBOJWIN KIIH-
HUYECKUI aHalIu3 KPOBH, OIPENEesUTH pacIIupeH-
HYIO KOaryjiorpaMmy KpOBH, arperamuio TpomOo-
[IMTOB, OIEHUBAIN OWOXMMHYECKHE II0KA3aTeNn
KpPOBH (JIUMHUIHBINA TPO(UIH, CONepKaHNe TITIOKO3HI,
C-peakTHBHOrO OenKa, TOMOLHMCTEHHA, (OIUEBON
KHCIIOTBI, BUTAMHHA B ), BBIIONHAIM JYIJIEKCHOE

CKaHMpoBaHHMe OpaxwuornedanpHbIX cocymoB, OKI,
aXoKapauorpaduio, u3MepeHe apTepruantbHOTO J1aB-
JICHUS ¥ TTYJIbCA B TEUCHHE HECKOJIBKUX JTHEH yTpom/
BEUEPOM, 10 U MOCIIE IIpUeMa I'MIIOTEH3UBHBIX IIpe-
[apaTtoB, MOHUTOPHHI apTepUATbHOTO JaBJICHUS
n OKI' no nokazanusm. Ilannentam no 50 ner no-
MOJHUTENIPHO ONpENeNsiil B KPOBU COIEPIKaHHE
antuten K kapauonunuaaMm (IgM u 1gQG), k B-2-mmu-
KOIIPOTEUHY-1, BONYaHOYHOTO AHTUKOATYJISHTA H
JIPyTUX aHTUTEN K poconunuaam, u3 HUX 25 manu-
€HTaM BBINOJHSIM aHAJIU3 KPOBU JUJISl UCKITIOUEHMUS
HACJIEJICTBEHHBIX (hOpM TPOMOODHITHH.

Bcem manmeHTaMm ¢ KIMHAYECKHM JIHATHO30M
«HacnenctseHHasd OH» 1 ¢ Joka3aHHBIM ayTOCOMHO-
JOMHHAHTHBIM THIIOM HacjeJ0BaHUs (10 OTLOBCKOM
JUHUH) TPOBOAMIN TOUCK MYTAIlMH B «TOPSYUX»
ydacTkax (9k3oHax 8, 14, 15, 16, 18, 27, 28) rena
OPAI, OTBETCTBEHHBIX 32 Pa3BUTHE ayTOCOMHO-I0-
muHanTHON OH [13]. IlanmuenTtam mpu OTCYTCTBUU
CEMEIHOro aHaMHe3a M C HacleJCTBEHHBIM aHaM-
HE30M 10 YaCTUYHOM aTpouu 3pUTEIHHOTO HEpBa,
HO 0e3 JI0Ka3aHHOW Tepeayn 10 OTIIOBCKOW JIMHUH
BHayaJie BBIIOJIHSUIM MCCIICAOBAHUE HA HAJIM4HE
Tpex Hauboiee YacTo BCTPEUAIOLIMXCA MYTaLuil
MTIHK m.14484T>C, m.3460 G>A u m.11778G>A,
3aTeM MpPHU OTPHULATEIBHOM PE3yJbTare — IMOUCK 00-
nee peakux aesatu mytanuid MTIHK: m.3733G>A,

m.4171C>A, m.10663T>C, m.14459G>A,
m.14482C>G, m.14482C>A, m.14495A>G,
m.14502T>C, m.14568C>T, 00ycCIOBIUBAIONINX

passutue HacnencrsenHolr OH Jlebepa. [Ipu orcyT-
CTBHH UCCIIEAYEMBIX MYTALUI OCYIIECTBIISIN TOUCK
MyTalnui B ropsuux ydactkax rena OPAI sJIHK, a
Takke nosnHoe cekBeHnpoBanue MTAHK c¢ mensro
roucka 0osee peiKux MyTalUi, aCCOLUNUPOBAHHBIX
¢ HacsencTBeHHoM OH.

PE3YJIbTATBI

Pacnpenenenue Bcex manuentos ¢ OH mo stuo-
JIOTUM COTJIaCHO pabodeil Kimaccu(puKaruu Tpea-
craBineHo B TaOn. 1. BeisiBnenne stuosnoruu 3abo-
JIeBaHUSl TpearnonaracT B OOJBIIMHCTBE CIIy4yacs
MHOTOUYHMCIICHHBIE O0OCJICIOBAHUS. YUHTHIBas, 4YTO
o(ranpMocKonIMYeCcKas BU3yalU3alHs 3pUTEIBHOTO
HEpBa OTpaHUYEHAa €ro AWUCKOM, JIyYeBbIE METOJBI
JIUAarHOCTUKH 3aHUMAIOT BaKHOE MECTO B OIIpezeie-
Huu 3tHonorun OH.

MPT/KT romoBHOro Mo3ra U OpOUT BBICOKO-
ro paspemienns, MP-anruorpadus mMo3BOJMIN BEI-
SIBUTBH OIYXOJIEBOE MJIM WHPUIBTPATUBHOE MOpPaKe-
HUS TIEPEIHEr0 3pUTEIBHOIO MyTH y 60 manueHToB
(97 tma3) — 9,9 % ot Bcex ciayuaeB OH. 3abonena-
HUS TOJIOBHOTO MO3ra W OpOMTH Kak mpuumHa OH
B 2/3 cmydaeB ObUIM YCTaHOBJICHBI BIEpBbIE. Aje-
HOMa THrodu3a, MEHUHTHOMA B Ka4eCTBE MPUYHHBI
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Taonuua 1
Pacnpeoenenue nayuenmos ¢ OH no smuonocuu
KomnnuecTtso
KonnuecTso
KomnuectBo | Konmnuecto TMAIMEHTOB
Mpuunna OH MYKIHH/
MAIMEHTOB, 1 | 1a3, n (%) C JIByCTOPOHHHUM/
JKEHILHH, 7
omHoctoponnM OH
E 5 Heaprepuuntnas nepennsist u 3axusist MOH 229 291 (29,7) 98/131 62/167
2 § g AprepunTHas niepeansis u 3aauss MOH 10 15 (1,5) 6/4 5/5
= 7 |Hroro 239 306 (31,2) 104/135 67/172
o B pesynbrare omyxojaeBoro nopaxeHus 60 97 (9,9) 24/36 37/23
= | TICPEIHET0 3PUTENIHLHOTO IyTH
Q
é 2 DHIOKPUHHAS HEUPOOPTATEMOIIATHS 45 71(7,2) 11/34 26/19
= = Jpy3st A3H 632 122 (12,4) 20/43 59/4
g
2 HUroro 168 290 (29,5) 55/113 122/46
HeBpur neMuennHI3UPY O 91 126 (12,8) 28/63 35/56
E) Hespur npyroii sTronorun 23 33(3.4) 8/15 10/13
§ HeiipoxopropeTnHUT 7 11 (L,1) 1/6 4/3
&’ Capronnosnas OH 8 10 (1,0) 3/5 2/6
Uroro 129 180 (18,3) 40/89 51/78
Hacnencrsennas OH 49 98 (10,0) 41/8 49/0
TpaBmarmueckas OH 52 66 (6,7) 33/19 14/38
Toxcnueckas OH 21 42 (4,3) 19/2 21/0
Bcero 658 982 (100) 293/365 327/331

KOMITPECCHOHHOTO TMOPAXKEHHUsI 3PUTEIILHOTO HEpBa
BcTpevanmch yaiie (34 nanuenTa). B Oonee penkux
cryvasx (26 manmeHToB, 33 Tiaza) OOHapyKEHBI
rpaHyJeMaTo3 C MOJUAHTUUTOM, TIIMOMa MEPEIHETO
3pUTENBHOTO YT, KpaHHO(papUHTHOMA, METaCTaTH-
YeCKOe MOpaKeHUE Xna3MallbHO-CEIUISIPHOM 001acTH
C KOMIIPECCHEH 3pUTEIBHOI0 HepBa, TmoliacToMa
TOJIOBHOTO MO3Ta C OITyXOJIEBBIM MTOPAKEHNEM XHa3-
MbI U 3pUTEJILHOTO HEpBa, MEIIOTYaTas aHeBpU3Ma
BHYTPEHHEH COHHOW apTepuy, KOMIIPHUMHPYIOIIAs
XHa3My WM 3pUTEIhHBIA HEPB, METAaCTaTHYeCKOe
nopaskeHue opOuTHI, peTpoOyIbOapHas 1epMouIHAs
KHCTa OpOUTHI, KABEpPHO3HAsI aHTHOMa OPOUTBI, OITy-
XOJTb 3pUTENFHOTO HEPBa.

Hpy3sl nucka 3putensHoro Hepsa ([I3H), yanTsi-
Bas WX BBIPAKEHHOE BIMSHUE HA BOJOKHA 3PUTEIb-
HOTO HepBa u cocynsl, mutaromue J[3H, 6pum oTHe-
CEHBI K KOMIIPECCUOHHOW MPUYUHE BOSHUKHOBEHUS
OH. Cpemnu 98 mamuentoB (185 mma3) ¢ apy3amu
J3H ocrpas umemuueckast (9 nanuenros/10 maz) u
xponnueckas OH (54 nanmenTa/112 1a3) Obuia BbI-
sBiieHa B 60,5 % ciydaes, yto coctaBuio 12,4 % ot
Bcex cmydaes OH. B 45 ciygasx (71 maz) — 7,2 %
oT Bcex oOcienoBaHHbIX — npuunHod OH siBuiack
KOMITPECCHS 3pUTEIIEHOTO HEPBA U COCYIOB Ha (poHE
YBEJIIMYCHHS SKCTPAOKYIISIPHBIX MBIIII] BCJICACTBUC
SH/IOKPUHHON O(PTaIEMONIATUH. YUHUTHIBas aHAMHE3

CUBUPCKUIN HAYYHBIA MEOVULIMHCKAN XXYPHAI, TOM 38, Ne 5, 2018

OCHOBHOTO 3aboneBanusi, npuunHa OH Opmia us-
BeCTHa B OOJIBIIMHCTBE cliydaeB 3apanee [10].

B pesynbrare oOcienoBaHus BhISBICHA WUIIEMH-
yeckas OH (MOH) y 239 nammenTtoB (303 mmaza) —
31,2 % ot Bcex mccnenoBaHHbIx a3 ¢ OH, B Tom
yucne HeaprepuntHas (229 namnuenTtos, 291 mas) u
aprepuntHasi (10 manuenTtos, 15 rraz) popmer. Cpenn
Bcex narnuentoB ¢ MOH aBycTopoHHEe mooduepeaHoe
OCTpPOE COCYIUCTOE MOPaXKEHUE I1a3 O0HAPYKEHO Y
80 (33,5 %) uenosex (nmepexnss u 3anusas MOH y
62 yenoBek, y 13 — OKKIIIO3US LIEHTPAJIBHON apTepuu
WJIM BEHBI CETUaTKH, y TSITH — apTepuuTHas Gopma
MNOH), 9T0 cBUAETENBCTBYET O HATMYUHN HEYTOYHEH-
HBbIX WJIU HEPa3peUICHHBIX NPUYHH, CHCTEMHBIX U
MECTHBIX (haKTOpax PUCKa Pa3BUTHS UIIEMHYECKOTO
3a0oieBaHus T1a3a MpakTU4eckd y 1/3 OOJbHBIX B
nepuoA HaOmrofeHus. B mponecce obcnenoBanus y
BCEX TAIMEHTOB YCTAHOBJICHO HAM4WE ABYX U 0O-
nee (GakTopoB pHCKa, B TOM YHCIIC aHATOMHYECKHUE
ocobennoctu JI3H, pasnmuyHble COCyIUCTBIE M Te-
MOIMHAMHYECKUE (PaKTOpPHI pHCKa, OOMEHHBIC Ha-
pPYULICHUS, 3JI0KaYeCTBEHHBbIC 3a00JIEBaHMsI KPOBH,
HapyIlICHUs] CBEPTHIBAIOIICH CHCTEMBbI KPOBU H T.II.
OnnHako y OONBITUHCTBA TAITUEHTOB (haKTOPBI PHCKA
pasButust MOH Obun MomuduuupyeMbiMu, T.€. Ha
HUX MOYKHO OBLITO TIOBJIUSTh M3MEHEHHEM 00pa3a Ku3-
HH TH00 Ha3HAYEHUEM JICKAapCTBCHHBLIX ITPEIIapaToB.
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Taonuuya 2

Pacnpeéeﬂeﬁue nayuermoes ¢ KiuHu4ecKu yCmaHnoe6/1€eHHbIM ouaenozom nacireocmeennou OH
6 3asucumocmu om 6blA6J1EeHHbIX Mymaum?

Tun OH MyTaums KonnuectBo Konuuectro
MMalHEHTOB MYKUUH/ KCHITUH

Hacnencreennas OH Jlebepa m.11778G>A 23 20/3
m.14484T>C 6 4/2

m.3460G>A 8 8/0

m.4171C>A 2 2/0

Hroro 39 34/5

AyTOCOMHO-JIOMMHAHTHAs ONITUYECKas c.869G>A 1 0/1
HeHpoIaTHst ¢.2850delT 1 1/0
He oGHapyxeHbI 8 6/2
Bcero 49 41/8

B pesynbrare oOcnenoBaHus BBISIBICH ONTHYC-
ckuit HeBpuT (OHerp) y 129 manmenTos (180 ma3) —
18,3 % ot Bcex ncciienoBanHbIxX 171a3 ¢ OH, B ToM 4nc-
Jie M30JIMpOBaHHBIN JemuenuHusupytomuii OHesp
(28,9 % cpemn Bcex obcnmemoBanHBIX), OHeBp Kak
neOroT paccessHHOTO ckieposa (14,4 %), OHesp npu
paHee BBISBJICHHOM PacCestHHOM ckiepose (26,6 %).
VY yactu OONBHBIX B PE3yNbTAaTe AOMOJHUTEIBHOTO
o0cIieIoBaHusl 1 Ha OCHOBE aHAMHECTHUUCEKUX JIaH-
HbIX oOHapyxeH OHeBp MH(EKIMOHHONU MPUPOBI
(meiipocudumuc, repnerndeckas nHpexnusn) — 2,8 %
ciryuaeB; OHeBp noctuH(eKkIMOHHBIH (TTOCIE Tiepe-
HECEHHBIX T'PHUIIA, OCTPHIX PECIMPATOPHBIX BUPYC-
HBIX nH(pekui, maeBMonnn) — 5,6 %; OHesp cap-
KOMJI03HOU Tpupoasl — 5,6 % cmyuaeB; OHesp npu
(hoxanbHBIX 0yarax MHPEKIUN PUHOTCHHOW U OJ0H-
TOreHHou npuponsl — 3,3 %; OHeBp ayTouMMyHHBIiH
IIpU CUCTEMHOM KpacHO# BomuaHke, Oone3nu bexue-
Ta — 5 %; OHeBp kak IposiBIEHNE HEHPOXOpHOpE-
tuauta — 6,1 %; OHesp npu apaxuouaute — 1,7 %.

MosekynspHO-TeHETHUECKOE HCCIIEZIOBAHUE,
npoBejieHHoe 49 manueHTaM ¢ KJIMHUYECKOH Kap-
TUHOH HacnencTBeHHoi OH, mo3zBonuiio Bepuduim-
poBartk 3aboneBanue B 83,6 % ciaydae, IpeuMyIe-
CTBEHHO OHO OBUIO IIPEICTABIECHO HACJEICTBEHHON
OH JleGepa, BO3HMKIIEH B pe3yaprare MyTaluil
mMt/IHK (tabm. 2). IluTojormyeckue ucciemoBa-
HHAS QUOPOOIACTOB KOKU IO M3YyUCHHUIO MeMOpaH-
HOTO TOTEHIMajla MUTOXOHJPHM, BBINOJIHEHHBIE Y
13 6ompHBIX ¢ HacneacTBeHHoU OH Jlebepa, y nByx
YeJI0OBeK ¢ ayTOCOMHO-ToMuHaHTHON OH, y BocbMu
MAIMEeHTOB Oe3 BBISIBICHHBIX MYTAIMH IO3BOJIHIIO
yCTaHOBUTH y Beex nanuenToB (10 % ot Beex ciryya-
eB OH) MUTOXOHIpHATTFHYIO MTAaTOJIIOTHIO.

TpaBmarnueckass OH oOnHapyxeHa y 52 mnauu-
eHTOB (66 11a3) 0e3 IPyrux MOBPEXIECHUH TIIa3HOTO
sonoka — 6,7 % ot Bcex cmydaes OH. OcnoBonona-
TarolliiM B BBIABICHUM TPABMAaTHUECKOW ATHOJIOTUU

OH sBuinCch JaHHBIE aHaMHE3a, CBSI3b W3MEHEHWISI
(hyHKIIUH 3pEHUS C YePEITHO-MO3TOBOH TPaBMOW HITH
TpaBMOHW a3a u opOuThl. M3yueHue anamHesa, a
TaKKe MCCIEeIOBAHNEe 3PUTEIbHBIX (DYHKIHH MO3BO-
nuto o6HapyxuTh y 21 manuenta (42 tnaza) — 4,3 %
ot Bcex ciydaeB OH — rokcuueckyro OH kak pe3yib-
TaT OCTPOM U XPOHUYECKOW aJIKOTOJIBbHOM MHTOKCH-
Kaluu, XpOHUYCCKOTI'O HAPKOTUYCCKOT'O OTPAaBJICHUS,
OTpaBJICHUS JIEKAPCTBEHHBIMU MpernaparaMmu. Y BcexX
JIUI] ATOHM TPYTITBI CoAepKaHue (POTHEBON KHCIOTHI,
BHTaMUHA B, B KPOBH HAXOMUJIOCH B MPEJIENAX BO3-
pacTHOM HOPMBI, YTO OTPHUIACT AJTUMEHTAPHBIA U
MTOATBEPKAaeT Tokcuueckuii rerne3 OH.

OBCYXJIEHHNE

Hawm nHe yganoch HaliTH JaHHBIX JUTEpaTyphl O
KOJTMYECTBEHHOM COOTHOIICHUN Pa3WYHBIX BHUJIOB
OH B moHON 3THONOTHYECKON CTPYKType 3a00i1eBa-
Hus. [lo3TOMy CpaBHUTENBHO OLIEHUTH MOJyYEHHbIE
HaMU PE3YNIbTaThl HE MPEICTABISIETCS BOZMOXKHBIM.
Kpome TOro, B HacTosIee MccienoBaHUE BKIIOYE-
HBI TAIMEHTHI, KOTOPbIE MIPOILIH OOMIEKIMHUIECKOES
WCCIIeZIOBaHUE, TTO3BOJUBINEE BBHISIBUTH reHe3 OH.
B cBs3u ¢ 3TMM mpencTaBieHHAs ATHOJIOTUYECKas
CTPYKTYypa MOIvIa ObITh HECKOJIBKO HCKaKEHA 32 CUET
CHIDKEHUS TPOIEHTHOTO COAEPIKAHUS TAINEHTOB C
HOH u OHesp, uto oTyacTu OBIJIO CBA3aHO C OTKa-
30M MMaleHTa OT JJOPOTOCTOSAIINX UCCIIETOBAHIIMA.

B nameii paGore BBISBIEHBI MPAKTHYECKH BCE
n3BecTHble BUAbI OH, 3a uckirouenneM nHQUIBTpa-
trBHOM OH Ha (OoHE CHCTEMHBIX 3II0Ka4eCTBEHHBIX
3a00JIeBaHMi, B TOM YHCIIE JIMM(POUJTHOW U KPOBET-
BOpHOM TkaHM. BocnanurenbHast HeleMUETN3HUPYIO-
mass OH He mMerna Bcero pasHooOpasusi HHMEKIH-
OHHBIX areHTOB, OMMUCAHHOTO B JHTEparype [5, 12].
VY apyroii yacTu ManUeHTOB C M30JUPOBAHHBIM Jie-
MuennHu3upyonmM OHeBp, y KOTOPBIX HA MOMEHT
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HaOMIONEHNsT HEe OBLIO KIMHHUKO-TUATHOCTHYECKHUX
MPU3HAKOB I'e€HEPAIN30BAaHHON TEMHUETUHU3AINH, B
JTaNbHENIIIEM HENb3sl UCKIIIOUUTh Pa3BUTHE pacce-
STHHOTO ckiepo3sa. llo nmurepaTypHBIM TaHHBIM, Je-
MUCITHHHU3HpYIOlIee 3a00JeBaHNe KIMHUYECKH BbI-
apisiercst y 15-20 % manumentos npu nedrore OH, y
40 % marMeHToB pacCcesHHBIA CKIIEPO3 pa3BUBAETCS
nozxe [4, 11].

BrlsiBlIeHHBIE OITyXOJIeBbIe MM HMH(DHUIBTPATHB-
HBIE TIOPAYKEHHSI TIEPEHETO 3PUTELHOTO Ty TH CBU-
JIETENBCTBYIOT O TOM, 4To Hanuuue OH c HescHoit
WJIH HEJIOCTaTOYHO SICHOW 3THUOJIOTHEH sBIsieTcs ad-
COJIIOTHBIM TIOKa3aHWEM JJIsl TIPOBEACHUS JTyUEBBIX
METO/I0B HCCIIEJOBAHUS TOJIOBHOTO MO3Ta U 3pUTENb-
HOTO Hepga [6].

Knunngeckun apyss! JI3H B GonbimuHCTBE CiTy-
YaeB MPOTEKAIOT JUIs MAUEHTOB OECCUMIITOMHO WJIH
HE3aMEeTHO, OTHAKO OHM MOTYT SIBUTHCA TPUIHHOMN
(GYHKIMOHABHBIX U CTPYKTYPHBIX HAPYIICHUN 3pH-
TEIBHOTO HEPBA, Pa3BUTHUS OCTPOM U XPOHHUECKOU
OH B pe3ynbrare KOMIIPECCHH BOJOKOH U COCYIIOB
3putenpHOro Hepma [1, 9]. [lanuentam ¢ apy3zamu
J3H, yunTsIBasi BBICOKMI PUCK pa3BUTHA HeMpomna-
THU 3puTenpHOro Hepsa (60,5 % cirydaes), Tpedyercs
MOJTHOE O TaTBMOIOTHYECKOe 00CIIeI0BaHuE, OTpe-
JISJICHUE CTETIEHN N3MEHEHUS 3pUTENbHBIX (DYHKIIUN
M KPOBOTOKA 33JHETO OTpe3Ka Iasa, a TaKkkKe CTPYyK-
TYPBI CJIOSI HEPBHBIX BOJIOKOH M TAaHIIIMO3HBIX KJIETOK
CeTYaTKU. YUHUTHIBAasE BO3MOXKHOCTH ITPOTPECCUPYIO-
miero Teuenuss OH npu npysax JI3H, neobOxomaumo
JUHAMHUYECKOe HAOMIOACHNE 3TUX MallueHTOB.

HNOH — naubonee yacto BcTpedaromeecs: 3a00-
JieBaHME B HalleM uccienoBaHuu. llpu stom apre-
punTHast GopMa, BOSHUKIIAS BCICICTBUE OKKIIO3UH
COCY/IOB, THTAIOUINX 3PUTENBHBIA HEPB, B PaMKax
THTaHTOKJIETOYHOTO apTepHHTa, 0OHAPYKEHA TOJIHLKO
B 5 % ciyuaeB, B TOM YHCJIE Y IBYX UEJIOBEK — B 42 U
47 net, HECMOTPS Ha TO, UTO ATa popMa 3a00ICBaHIS
XapakTepHa JUIsl TallMeHToB OoJiee cTapIlero Bo3pac-
ta, mocie 50 et [3, 8]. Y Bcex OONBHBIX OBLTH OTME-
YeHBI CHCTEMHBIC JKaJIOOB! (CyOdeOpumpHas TeMIie-
parypa, c1adocTh, CHIKEHHUE Beca, 00b B MBILIIAX
U CyCTaBax), TeM He MEHee JINarHO3 THraHTOKJIeTOU-
HOTO apTepuuTa ObUT 3al0A03PEH BIIEPBBIE TOIHKO
npu 0(pTaIbMOIOTHYECKOM OCMOTpPE MOCJe pa3BH-
tusa MOH, B TOM uncne B OATH ciydasx — Ioclie pas-
BUTHs JIByCTOPOHHEW MOCIEA0BATEIBHON MEpeaHEN
HOH. B pesynbrare npoBeaeHus 0OIIEKINHIYECKO-
o ¥ OMOXMMHYECKOTO MCCIIEIOBAHMS KPOBH Y BCEX
MaIMeHToB ¢ aprepunTHOi hopmoit MOH nHabmona-
nuck Beicokue COD u copepxanue C-peakTUBHOTO
Oelka, B ISITH CITydasix — TPOMOOITUTO3, TIOBEITIICHHE
YpOBHSI (PMOPUHOICHA, YTO TAKXKE XapPaKTCPHO IS
aprepunta. Jlo Bo3HUKHOBeHUs aprepuntHoii MOH
OOJBITMHCTBO MAIIMEHTOB OTMEYANI0 HEOJJHOKPATHOE
npexoAsiiee HapylmleHne 3peHus. Takum oOpaszom,

BOBpEMsI [TPOBEJICHHASI TUATHOCTUKA U COOTBETCTBY-
FOIIast TEPAIusl y 3TUX MAIMEHTOB, BEPOSTHO, TTO3BO-
nuiia Obl COXPaHWTh 3PUTENIbHBIC (DYHKIMH, B TOM
YUCJIE HE JOIYCTUTh BOBICUCHUE B ATOJIOTHYECKHUI
IIpoLIECC BTOPOH MIa3. Y BCEX NAllUEHTOB C HeapTe-
puutHoit MOH ycTaHOBIEHBI BO3MOXHBIE TPUUMHBI
paszButus. TepareBTudeckre 3a00ieBaHUS, SBIISIO-
mmecs: npuanHoit MOH, wim cOBOKYMHOCTh 3HAYH-
MBIX (DAKTOPOB PUCKA TUATHOCTUPOBAHBI BIIEPBHIC Y
58 % maiueHToB.

VYV nanueHToB ¢ KIMHUYECKON KapTUHOW Hacle/l-
ctBeHHOM OH u noka3aHHOW MUTOXOHAPUATLHOU
muc(yHKIMEH B BOCBMHU CIIy4asX MyTalldd He 00-
HapPYKEHbBI, YTO MOKHO OOBSICHUTH OOJIBIIIUM PAa3HO-
o0Opa3ueM MyTaluid B MUTOXOHJIPHAILHOM H SiAEp-
HOM TI'€HOME, KOTOpO€ 3aTpyAHSeT IOWCK MaToJio-
TMYECKUX WU3MEHEHUN MHUTOXOHAPHUAIBHON U sAaep-
voit JIHK, sBusromuxcs TpUYMHON 3a00ieBaHUs
[14]. HacnenctBennbsle n Tokcuueckue OH mmeror
OOIIHOCTh MO TAaTOTCHETUYESCKOMY Hadairy 3abolie-
BaHUH, OOYCIIOBIEHHOMY MHUTOXOHIPUATBHON IHC-
(yskmment [7]. YuuTbiBas CXOXKeCTh KIMHUYECKOMN
KApTUHBI U TEPBUYHOE MOPAKEHHE TaHTIIIHO3HBIX
KJIETOK CETYaTKH, a TaKKe€ BO3MOXHOE TPUITEPHOE
JICUCTBUE TOKCMHOB Ha BO3HUKHOBEHHE MYyTallMi
mutoxouapuansuo JIHK ¢ pasButuem Hacnen-
ctBenHoit OH JleGepa y ux HOcHTENEH, B psiie CIIy-
yaeB namueHram ¢ toxkcuuecko OH HeoOxomumo
pexkoMeH10BaTh reHeTuueckuit ananu3 Mt IHK.

SAK/IIOYEHUE

YuuTbiBast BHICOKUM COBPEMEHHBIA YPOBEHb UH-
CTPYMEHTAaJIbHO-Ta00paTOPHBIX METOIOB HCCIIE/IO0-
BaHUs1, BO3MOXKHOCTh STHOJIOTMYECKON JINATHOCTUKU
3pUTENbHBIX HApYIIEHUH, CBSI3aHHBIX C TUC(HYHKIIN-
ell 3puTe’IbHOr0 HepBa, B HACTOsALIEEe BpeMs J0CTa-
TOYHO BbICOKa. Bce manuentsl ¢ OH nomxHbl npoii-
TH HEO0OXOAMMOE OOIIEKIMHUYECKOe HCCIIeIOBaHNE
C LeNbI0 3THUOJOTMYECcKOro auddepeHInpoBaHUs
OH. Brriasiienue npuanaaoro ¢akropa OH mo3somns-
eT YIYYIIUTh HE TOJIBKO 3PUTENbHBIN, HO U BO MHO-
THX CIIy4YasX TePaneBTUUECKUN U HEBPOJOTHYECKUH
MIPOTHO3 3a00JICBAHMS.
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ETIOLOGICAL STRUCTURE OF NONGLAUCOMATOUS
OPTIC NEUROPATHIES
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Purpose: to study the etiological structure and incidence rate of various genesis optical neuropathies (ON) according to
the own observation data. Material and methods. The study is based on the data analysis from a survey of 658 patients
(982 eyes) with ON. The results of routine physical examination of all patients were analyzed to determine the genesis of
ON. Results. The most common cases of ON were ischemic ON (31.2 % of all cases), as well as optic neuritis (18.3 %
of cases). The anterior optic pathway tumor or infiltrative lesions were detected in 9.9 %, dysthyroid ON was found in
7.2 %. Acute and chronic ON with the optic nerve drusen accounted for 12.4 % of all cases of ON, was found in 60.5 %
of all patients with the optic nerve drusen. Hereditary ON was found in 10 % of all cases of ON, toxic —in 4,3 % as a
result of acute and chronic alcohol intoxication, chronic narcotic poisoning, drug poisoning. Traumatic ON was found
in 6.7 % of all cases of ON. Conclusions. The causes of ON are diverse, vary from innate changes to diseases of the
optic nerve as a result of serious therapeutic and neurosurgical pathology, which threaten not only the ophthalmologic,
but also the life prediction. The patient thorough clinical study is required to determine the disease genesis at the time
of ON symptoms identifying.

Key words: optic neuropathy, causes of optic nerve disease, ischemic optic neuropathy, Leber hereditary optic
neuropathy, autosomal dominant optic neuropathy, optic neuritis.
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