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NNMABA 3

HEVIPOKOXHBIE 3ABOJTEBAHING

N CMHOPOMBb

HexoTopble 3a60/1eBaHs TIOPAXKAIOT KAK OPTaHbI HEPBHOI
CHUCTEMBI, TaK ¥ KOXY, YTO, BEPOSATHO, ABJIAETCA CNIENCTBU-
eM 001IIeTO SKTOAEePMaTbHOTO MPOUCXOKIeHNUA. bonbmas
YacTb TaKUX 3a00JIeBaHMII TeHETUYECKY IeTepMIHIPOBa-
Ha U XapaKTepM3yITCA paHHell MaHuecTanueii, TeM He
MeHee, TAK)Ke YaCTO BCTPEYAeTCsA U MO3Hee MOABJIEHME,
TaK KaK HEKOTOPbIE HEIPOKOYKHbIE CMH/IPOMbBI Pa3B/BAIOT-
CA ITOCTETIEHHO.

Ipymma HeltpOKOXKHbBIX CMHIPOMOB BECbMA FeTePOreHHa
¥ BKJTIOYAeT COCTOSTHIS, He VIMEIOIIVie HUKAKOI ITaTopu3no-
JIOTMYECKOJ B3aMIMOCBSA3M, M3y4aeMble BMECTE IMIID B CBA3N
C IPUCYTCTBUEM B KJIMHMYECKOI KapTIHE KaK KOYKHBIX, TaK
VI HEBPOJIOTMYECKMX CMMITTOMOB Y IIPM3HAKOB, HECMOTPS Ha
VX pasnuuusA. B KauecTBe CMHOHMMA MHOT/IA VICIIOIb3YeT-
cA TepMUH «dakomaTos». OTHAKO OH MPUMEHAETCA 00bIY-
HO B OTHOIICHNY HEIIPOKOXKHBIX 3a00JIeBaHUIL, XapaKTe-
PUBYIOIVXCSA CIOCOOHOCTBIO K OYPHOMY POCTy ¢ 06paso-
BaHIEM raMapToM uanu omyxosnell. OnyucaHHble CBOJICTBA
XapaKTepHBI I/Is1 HelfpopubpoMarosa, TyOeposHOTo CKiIe-
posa, 6omesunu [nnmnensa-J/InHpay 1 HEKOTOPBIX [PYTUX 3a-
6o7eBaHMIi, CONPOBOXKAAOLINXCS CKIOHHOCTBIO K ITPO/IN-
deparin, Kak HarpuMep, curapom IIpotes nn cuugpom
0a3a/IbHOKJIETOYHOTO HeByca. B JaHHOI I/TaBe TePMUH «Hell-
POKOKHBIII CUHEPOM» IIPUMEHAETCA 11 0003HAYeHIIA BCeX
3a60/IeBaHMIT, XapaKTePU3YIOLIVIXCST HEC/TyIalTHOI B3aNMO-
CBSAI3bI0 ITOPAKEHMA KOXXI U HEPBHOJN CHCTEMBI, BK/II0Yas
CITydan, KOTrjia IopakeHye HepBHO CUCTEMBI ITpeCTaBIe-
HO COCY[IMCTBIMU aHOMAaNIMUAMMY, JaXKe eC/IU KOXKHbIE Mpo-
ABJIEHNA BCTPEYAIOTCA HETIOCTOAHHO. VIcronb3syemas Kiac-
cudUKanys JOCTaTOYHO IPOM3BO/IbHA, HO YIOBIETBOPSET
K/IMHIYECKVM IOTPeOHOCTSM, TaK KaK COueTaHUe KOXKHBIX
¥ HEBPOJIOTMYECKIIX ITPOsIB/ICHNII 3aTparyBaeT crenmdude-
ckie Bompochl. HelipokoyxHble 3abomeBaHus ropasno 60-
7iee TIEOTPOIHBI, YeM MOXKHO IPEJIIONOXNATD 13 Ha3Ba-
HIA, TaK KaK MOTYT 3aTparuBaTh KaK BHyTPEHHIE OPraHbl,
TaK U Yepel 1 LIeHTPaJbHYI0 HEPBHYIO cucTeMy. bornbiras
JaCcTh HEJPOKO>KHBIX 3a00JIeBaHNI Te€HETIYECKI IeTepMI-
HIPOBAHA, /I HAX BO3MOXKHBI BCE TP OCHOBHBIX MEH/Ie-
TIEBCKMX TUIIa HacefoBanu:A. Cropagudeckme CMHPOMBI
MOTYT OBITb CBSI3aHBI C COMaTHYECKUMM MYTaLUAMY WA
OPYTMMM HEM3BECTHBIMI MEXaHU3MaMMU.
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HEMPODUBEPOMATO3

Heitpodubpomaros sABiseTca reTeporeHHbIM 3abo0eBa-
HUEM U BKJIIOYaeT pAJ HapyLIEHWIT, XapaKTepyU3yIOLIMX-
Cs OOIIMMY ITPUSHAKAMU, HO YE€TKO OTINYAIOIINXCA JPYT
oT fipyra. B HacrosAmiee BpeMA He CYIeCTBYeT eIMHOTO
MHEHVI OTHOCUTENIBLHO KOTMYeCTBA IPOSABIEHUI, NMeIo-
VX OTHOILIEeHNMe K Helipodpubpomarosy. ObienpuHsITO
pasnuyaT aBe ¢popmbl 3abomeBanus: tun 1 (HP1), Tak-
Ke M3BECTHBIN Kak 60/Ie3Hb PekmHIXay3eHa Win mepu-
depuueckuit Heitpopubpomaros, u tum 2 (HD2), Takxke
M3BECTHBII KaK IIEHTPANbHBIN Heitpodubpomaros. [lan-
Hble 3a00/1eBaHNsT PA3/INYAIOTCS TEHETIIECKY Y K/IMHIYe-
cku. Ten HO1 nokanusyercsa B HepUIeHTPUYECKOiL 06/1a-
CTM JUIMHHOTO ITeda 17 xpomocomsl (17q11.2), B To Bpems
kak reH H®2 pacrionokeH B JJIMHHOM T1/Ieye 22 XpOMOCO-
MBI (22q11.2). Oba reHa ABJIAITCA CYIPECCOPAMI OIYXO-
neit. Ten HO1 xopupyet 6emox (HeitpodnbpomiH), IBIsIO-
IUIiCs 6eNKOM-aKTUBAaTOPOM TaMMa-ITy TAMUJITPAHCIIeII -
tugassl (ITTII). ITTII mepeBoguT MIPOTOOHKOTEH p21-ras
M3 aKTUBHOI GOPMBI B HEAKTVUBHYIO, CHIDKAsI TaKUM 006-
Pa3soM MPOAYKIMIO OHKOTeHA J BBIIIO/IHAA aHTMOHKOTeH-
uyto ¢yukimio (De Luca et al., 2005). Bonbruast acts ciy-
vaeB HD1 ¢ 3amep>KKoi yMCTBEHHOTO PasBUTIA CBA3aHa CO
3HAYNTE/ILHON Jienienyeli fanHoro reHa. len HO2 kopupy-
eT 6€/I0K MepJIVH U TaKOKe AeJICTBYeT B Ka4ecTBe CYIpecco-
pa OIyXOJIeil; M3BEeCTHO HeCKOIbKO MY Taluii JaHHOTO r'eHa
(Hamaratoglu et al., 2006). MiuTepecHo, 4TO moTeps 22 Xpo-
MOCOMBI U, C/IeIoBaTe/IbHO, oTcyTcTBMe HD2 rena, yacto
0OHapY>KMBaeTCsA B IIBAHHOMAX Y MEHJMHTMOMAX, BO3HM-
Karomux HezaBucumo ot H®2. Knuunyeckue 1 naTonoru-
JecKye XapaKTepUCTUKY ABYX JaHHBIX 3a00/IeBaHNUIT TaK-
JKe pasmM4aTcs (CM. HIDKe).

CymecTBytoT u gpyrue Gopmsl Heitpopubpomarosa.
Riccardi (1992) npennono>xmua BO3MO>KHOCTD BbIIe/IeHNs
ceMI OTHENbHBIX (HopM 3abonmeBanus. TeM He MeHee, BBI-
JeTieHIie HeKOTOPBIX 13 9THX (OPM OCTAeTCS CIOPHBIM BO-
IIPOCOM.

JKenatenbHo 136eraTh OIpeyeNleHNIl «1eHTPaTbHbII»
u «repudepudecknii», Tak kak npu HO1 n HO2 ormeua-
eTcs NopaykeHMe IIeHTPATbHO HEPBHOI CUCTEMBI, XOTS



U Pa3TMYHOTO XapakTepa. B Tabmumiie 3.1 mpepcTaBIeHbI
kputepuy guarnoctuky HO1 n HO2.

OcHOBHbIe HapylLeHA IpK HelipodubpomaTose BbI3Ba-
HbI HAPYILIEHUAMMI PasBUTIUA KJIETOK HEPBHOTO TPe6H, 4TO
IPUBOAUT K aHOMa/IbHOMY MHTEHCUBHOMY POCTY OPayKeH-
HBIX TKaHeil 1 06pa3oBaHIIO MHOKECTBEHHBIX OITyXOJIeil.

Henpoonsromatos 1 TMna

H®1 Bximiouaet He MeHee 85% Bcex cydaeB Helipopubpoma-
T03a. PacrpocTpaHeHHOCTD 3a60/IeBaHIIs COCTABILET IIPH-
MepHO 1:3000. H®1 HacmegyeTcs 1mo JOMMHAHTHOMY TUITY
C IIEHeTPAHTHOCTBIO 98%, HO C BBICOKOII CTEIeHbI0 (eHO-
TUIINYECKOII BapuabebHOCTH. B cooTBeTCTBMY C ITy6MKa-

TABJIMLA 3.1

Kpurepum auarHoctukm Heiipodubpomarosa™

Heiipodpuépomaros 1 Tuma

1. lecTs My H607ee MATEH Ha KOXKe 1{BeTa «Kode ¢ MOTIO-

KOM», KaXKJIoe B inaMeTpe 6osee 5 MM (y pebeHka) 1 60-

nee 15 MM (y B3poC/Ioro).

IBe nnn 6o1ee HeltpoHUOPOMBI (BHY TPUKOXKHBIX VTN

ITORKOXXHBIX) Wn 1 nnekcudopmuas Heiipodubpoma.

. BecHyIIKM B HOAMBIIIEYHOI 1 ITAXOBOIT 00/IACTH.

. I'mnoma sputenpHOro HepBa.

. [IBe mm 6oee raMapTOMBI pafy>kku (ysenka JIuima).

. TunyHble KOCTHBIE AHOMATNY, HATIPUMeED, B BUJE [NC-
IIa3UM KIMHOBU/HOV KOCTY WM JIOKHOTO CyCTaBa
607p111e6€PIIOBOIT KOCTH.

. OmH mnu 6oree 6mypKaimmii pOACTBEHHNK (1) ¢ Aua-
rHOcTHpoBaHHbIM HD1.

H®1 moxcem 6vimv 0uazHoCmuposan npu HAnu4uu 08yx

unu 6osee Kpumepues.

AN U1 W

Heiipodpuépomaros 2 Tuma

1. IBycToponHsAA Heltpodubpoma VIII mapsl yeperrHbIx
HEepBOB.

. OgHOCTOpOHHEe 06pa3oBaHNUe U3 HEPBHOI TKAHU
VIII mapbl YepenHbIX HEPBOB, MTPeJCTaBlI€HHOE MEHH-
IMOMOVA, HeTIpoOMpPOMOIT, IIBAHHOMOJT W/IV 0BEHWU/IBHOI
3aJIHell CyOKaICy/IApHOIT KaTapaKTOIL.

3. OgHocropoHH:As onyxosnb VIII maphl yepenHbix HEPBOB
VN IpYTHe ONMCAHHBIE BbIIIe OIYXO/MU T03BOHOYHIKA
VLY TOTIOBHOTO MO3Ta Y O/VDKAIINX POJCTBEHHNKOB.

H®2 moxcem 6vimy 0uazHOCMUuposan npu HAau4uu 00Ho2o0

Kpumepus.

* Moandukaums koHbepeHumm HauproHansHoro uHctuTyTa 3aopo-
Bbsi, NOCBALLEHHON Npobnemam cornacosarms (1998).
C NOMOLLIBIO AAHHBIX KPUTEPHEB MOXHO YCTAHOBUTL AMArHO3 y 94%
NAUMEHTOB.
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mysivu Huson et al. (1988) u North (1993), mpu6nmnsnrensHo
B IIOJIOBYIHE C/Ty4aeB 3a00/IeBaHyie IPOSBTIACTCA MIHYIMAJIb-
Ho. [Tepepaya 110 OTIJOBCKOI IMHUY 60JIee XapaKTepHa, 4eM
10 MaTePUHCKOIL. Pefikue cry9an MosanimusMa reHepaTuB-
HOJT OTIIOBCKOII IMHUM MOTYT OOBACHUTD CITydal POXje-
H1AA 607ee OTHOTO 6ONIBHOTO pebeHKa Y KIMHUYECKN 370-
poBbix poputeneit (Lazaro et al., 1994). Okormo Tpetu ciy4a-
eB 3a060/IeBaHN SIBJIAIOTCS Pe3y/IbTATOM BHOBb BOSHUKIIINX
MYTAIWif; YaCTOTA MY TALMIT COCTAB/ISIET IIPUOTU3UTETBHO
1:10000 rameT Ha IIOKOTIEHME.

KOXHBIE MPOSBIEHMS
Koxxnple npoasnenna npu HP1 npepcTaBnensl aHOManms-
MU OUIMeHTauuu u omnyxonamu (puc. 3.1).

ITaTHa 11BeTa «ko(e ¢ MOTIOKOM» ABJIAIOTCS OTINIUTENb-
HbIM n1py3HakoM HO1 1 06HapyXMBarOTCA MPaKTUIECKN
BO BCEX CMy4asx. VX pasMep MeHAETCs C BO3PACTOM; 4aCTO
IPY POXK/IEHNY TaKNe IIATHA OTCYTCTBYIOT, HO TIOABIAIOTCS
B paHHEM BO3PacTe, XOTsI OHM He TaK 3aMeTHBI B M/TafieHue-
CTBe, KaK ro3gHee. OObIMHO K TOIy 0OHAPY>KMBAETCS He Me-
Hee IIeCTH ITATeH guaMeTpoM 0,5-1 ¢M, HO B PEIKMX C/TyYa-
SIX MX MOYKeT ObITh MeHblite. Cpefyt 46 freTeit ¢ TAKMMIM IS T-
HaM1, B IlepcrekTnBHOM uccnefoBanuu Korf (1992), y 27
pasBwch gpyrue npyusHaky HO1 (B 6onbIImHCTBe cTy4da-
eB B TeYeHNe TPeX JIeT), Y 6 pasBUICA CeTMEHTAPHBII Hell-
podubpomaros, y Tpex ObUIM yCTAHOBIEHBI JpyTue Aya-
THO3BI 11 y 8 fleTelt AuarHo3 He ObII yCTaHOBIIEH. BecHyky
B ITOZIMBILIEYHOIT 06/1acTu BeTpeyanmuch y 84% us 200 pe-
Teit, HabmopaeMpix North (1993), a BecHyLIKM B ITaXOBOJ1
0671aCTY BBIAB/IANUCH MIPUONIUSUTEIBHO Y OIOBUHBI ALIN-
enToB. Hap mekcrdopmHOIT HelipoprOpomMoit MOXKeT Ha-
6monarsest auddysHas murMeHTaus. Pexxe BCTpevdarTcs
KCAaHTOMBI 11 aHTMOMBL. HeifpoduOpoMbl MOTyT pacmosna-
raTbCsl BHYTPUKOYKHO I IMETh (PHOTIETOBYIO OKPACKY ¥ MSIT-
KYI0 KOHCHCTEHIUIO V/IM ITOfKO>KHO B BYJI€ IVIOTHBIX OITy-
XOJIeli, pacIO/IO>KeHHBIX BIOJIb CTBO/IOB IepudeprdecKnx
HepBOB. PasMep Helipod6pOMBI MO>KET Bapb/IpOBaTh OT He-
CKOJIBKMX MIWIIMMETPOB J0 3—4 cMm. Heltpodubpombl nHO-
I7ia 0OHAPY>KUBAIOTCA Y feTel Miajuie 10 jieT, HO MX KO-
4eCcTBO HEYKJIOHHO YBENYMBAETCS C BO3PACTOM, 0COOEHHO
B ny6eprarHoM neproge (Riccardi, 1992). Ilpu nopaskenun
KPYIHBIX HEPBOB HelfpopUOPOMBI MOTYT IIPUBOANTD K Ie-
pudepuuecKort HeBPOIATHUIL.

[Tnexcndopmuble HEITPOPUOPOMBI COCTOST U3 KOXKHBIX
U TIOJIKOXKHBIX 9/IEMEHTOB, 0OPA3YIOLX TMTAaHTCKIUE OITy-
XOJIM ¥ IPEACTABIIAIOT C0601T Hanbonee cepbesHOe OCTIOXK -
Herne HO1. [lanHble 06pasoBaHyst MOIYT TpaHCHOpMUpO-
BAaTbCsI BO BHYTPUYEPENHbIE I MHTPACIINHAIBHBIE OIIYXO-
. ITnexcugopMHBIe OITyX0JIV OKOTOIIa3HUYHOI 00/1acTH,
BCTpevarolyecs: y 5% IaneHToB, MOTYT BBI3BIBATH [1TO3
U HapyureHvs 3penust. KpymHsie rekcudopmHble Heit-
podubpomer BeTpevarorcs B 25-32% cnygaes (Huson et



al., 1988; North, 1998), 1 ¢ BO3pacToM MMEIOT TEHAEHIINIO
K yBenn4eHno pasmepoB. OIyXomm MOryT HPUBOANUTH
K KOCMeTH4YecKUM fiedekTaM, a KpyIHble 06pa3oBaHmsA
Ha Illee MOTYT CMeIIaTh ¥ CAABIMBATb COCYAUCTBIE U JIbI-
XaTe/IbHbIE CTPYKTYPBI, TPUBOAUSA K YTPOXKAIOMINM XKI3-
HU COCTOAHMAM. JIeueHne HeltpodpubpoMm Xupypriudeckoe,
HO IPOBEJIeHE eT0 3aTPYAHEHO, B CBSA3M C YeM M3yJaI0TCs
npyrue metonsl (Packer and Rosser, 2002). ITnekcudopm-
Hble HelTpop1OPOMBI KOHEUHOCTEN MOTYT COITPOBOXK/ATh-
CsI YaCTUYHBIM TUTAHTU3MOM. BO3MOXHO MOsIB/IeHIE OITy-
XOJIeil JIMIIA, YTO MOXET COIPOBOXKAATHCA K30 TasIb-
MOM I B PeIKIX CIy4asAx OHOCTOPOHHel Meranedanueit
(Cutting et al., 2002). ITogo6HbIe HapyIIEHNST MOTYT COIIPO-
BOX/IATbCsI QHOMA/IMSIMIL KOCTEN! ITIa3HMIIBL U BO M30exa-
HIIe BTOPUYHON aMOIMONNY TPeOYIOT HeMeIIeHHOTO Jie-
4eHMA B CIydae, eCIM BeKO IIOJTHOCTBIO 3aKPBIBAeT IJIas.
Bornpias gacTp maekcnpopMHBIX Helipodubpom obpasy-
eTcs 0 IBYXJIETHETO BO3PACTa, a HEKOTOPbIe MOTYT IIPH-
CYTCTBOBATb C POXKAEHUSL.

[MopaxxeHne pay>kKKu B BUfie IUTMEHTHBIX FAMapTOM,
M3BeCTHOE KaK y3e/ki JIniia, cennduano gt HOL. Yaern-
ku JInma K mrectut rogaM o6Hapys>kuBaroTcs y 22-30% ma-
LEHTOB, cTpafatomyx HD1, a k 12 rogaM — mpaKTIdecKn
y Bcex nmanuentos (Flueler et al., 1986; North, 1998).

HEBPONOTMHECKME MPOSBIIEHMS
Hesponornueckue npospnenus HP1 pasHooOpasHbI
U BK/TIOYAIOT YMCTBEHHYIO OTCTA/IOCTD, CIenyduiecKue
3aTPyIHEHMA B OOYYeHNN, @ TAK)Ke CUMIITOMBI M TIPM3Ha-
KI BHYTPUYEPENHBIX ¥ BHYTPUIIO3BOHOUHBIX OIyXOJIeit
(North, 1998, 2000; Evans et al., 1999; Friedman 2002).
Maxporedanus (>98-ro LEHTUIISA) OTMEYaeTCsl TOMb-
K0y 16-45% pereit, crpaparomyx HO1 (Huson et al., 1988,
North 1997), u He KOoppenupyeT ¢ HEBPOTIOIUYECKUMI 1IN
Helipodusnonorndecknmu otkaonenusimu (Cutting et al.,
2002). JaHHOE IpOSB/IEHNE CBA3aHO C YBEIMYCHNEM pas-
MepOB F'O/IOBHOTO MO3Ta I He COITPOBOXK/JAETCSI CUMITTOMA-
M [IOBBIIIEHVSI BHY TPIYEPEITHOTO AaB/ieHNst. [0l0BHbIe
6071 oOTMeYaroTCA MPUOIM3UTENBHO Y ITOTOBMHBI MAIVIeH-
TOB ¥ MOTYT HOCUTb MUTPEHEIIO0OHBII XapaKTep.
YMCTBeHHas OTCTAa/IOCTh U CHelypIIecKne 3aTpyaHe-
HYS B 00y4eHNU OTHOCATCSA K XOPOIIO M3BECTHBIM IIPO-
apnernsam HO1 (Riccardi, 1992). 3agepskka yMCTBEHHOTO
Pa3BUTUSA BCTPEYAETCS OTHOCUTEIBHO PEAKO: IO JAHHBIM
Riccardi, yacToTa JaHHOTO OTK/IOHEHA COCTABIIsAET 8%, HO
B paboTax [PYyrux aBTOPOB BCTEPYAETCSI MEHBIIAST YACTOTA
(North, 1997; North et al., 2002). Tem He Menee, K0adpdu-
et [Q cpeny manuenTos, crpafgatomux HD1, B cperHeM
HIDKe, 4eM cpefu crbcoB. Crenyudeckre 3aTpyaHEHS
B 06y4eHNN SIBJISIIOTCS 9acTOl IIPO6/IEMOIT, 3aTparuBa-
et ot 32% (Hofman et al., 1994) no 65% ciydaes (North et
al., 1998), ecru B KauecTBe KpUTepys BbIOMPaeTCs yXy/Lie-
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Pucynok 3.1. KoxHble nposenerms Heipodubpomarosa 1 Mna; Ha Bepx-
HEM PUCYHKE — MATHA LIBETA <KODE C MOTIOKOMY, HA HYKHEM PUCYHKE —MHO-
XECTBEHHbIE HEMPOPUBPOMBI.

HIe MCIIONHeHYst 3afgannit. Hanbomee BeposiTHBL 3aTpyn-
HEH PV BBIITOJTHEHIY PedeBbIX 3aJaHIIT U1 BBICOKAA Ya-
cToTa iepeKTOB pedn, HO BO3MOYKHO VI HApYIIeHNe TI0OBIX
APYyTMX KOTHUTUBHBIX crioco6HocTeit (Cutting et al., 2000).
YacTo BcTpedaeTcs CMHAPOM fedyLuTa BHUMaHUA 6e3 -
[IepaKTUBHOCTY, KOTOPBIl MOXKeT IOIaBaThCs Tepannn



amderamyHamu. HekoTopble MccIefoBaTet OTMEYaioT
3HAYMMYIO B3aMIMOCBS3b MEX/[y KOTHUTYBHBIMY Hapylle-
HVISIMM M HaJIM4JeM y9acTKOB ITOBBIIIICHHON IHTEHCUBHO-
ctu npu nposegenyyt MPT B T2-pexxume (Denckla et al.,
1996; Wang et al., 2000; Goh et al., 2004), Ho gpyruMu aB-
TOpaMM TaKoJl B3aMMOCBS3N BBLABIEHO He 6bu10 (Moore
et al.,, 1996; Rosenbaum et al., 1999), 4T0 cBMEETEIHCTBYET
0 HeOOXOAVIMOCTH IA/IbHEIIIEr0 M3yYeHNs JAHHOI B3au-
MocBA3H. YacTo 0TMedaeTcsA HapylleHNe COLaIbHbIX Ha-
BBIKOB, IIPMBOJsIIee K 3aTPyAHeHUI0 B obuiernu (Barton
and North 2004). Tax e 9acTO BCTPEYAIOTCSI N3MEHEHNS
nosepenus (Kayl m Moore, 2000).

Cpenu petets, ctpagaromyx HO1, snuencusa BcTpeya-
eTCsl Yallle, YeM Cpefiy HaCe/IeH B [Ie/IOM, II0 MMEIOIMMCS
IAHHBIM YaCTOTa JAHHOTO 3a00/IeBaHNs KOTIeONIeTCA MEXLY
3,5% (North, 1998), 4,2% (Kulkantrakorn u Geller, 1998)
u 7,3% (Huson et al., 1988). Boamo>xHO pasBuTue BCex TH-
OB CYHOPOT, BK/I0Yas MH(paHTUIbHbIE crasMbl (Motte et
al., 1993; Fois et al., 1994).

[tmombl 3putenpHOro HepBa (cM. I1aBy 13) BcTpedaT-
¢y 15-20% naunenTos, crpagaomux HO1 (North, 1998).
Tucronornyecky JaHHbIe 06Pa30BAHIISI IIPEICTABILIIOT CO-
6011 TUITVYHbIE IIO/IMIYITAPHbIE aCTPOLUTOMBI, HO MOTYT OT-
JIMYATBCS OT JPYTUX IIVIOM 3PUTE/IbHOTO HepBa HaIM4ueM
apaxHOMIAJIBHOTO ITIMOMATO033, OKPY>KAIOLEeTO 3PYTe/IbHbII
Heps (Seift et al., 1987). IInoMbI MOTyT OrpaHNYMBATBCA 110-
paXKeHVeM 3pUTEe/IbHOTO HepBa VI PacIpOCTPaHATLC Ha
X1a3My ¥ peTPOXMa3MajbHbIN y4aCTOK 3pUTE/IbHOTO Iy THL.
Ot 10% mo 60% rmom 3spuTenbHOro Hepba cBAsanbl ¢ HO1.
OTMeuaeTcs TeHIEHIUA K YBE/TMYEHUIO OTHOCUTEIBHOTO
YMCIA T/IIOM 3PUTETIBHOTO HePBa, B 0COOEHHOCTH JIBYCTO-
POHHUX IIIIOM, KOTOPbIe 0OHAPY>KUBAIOTCS TIPAKTIIECKN
TOJIBKO CpefJi ITalleHTOB, cTpagaromux HP1.

KimmHndeckue nposBIeHnA BKIIOYAIOT IPOITO3 U CHM-
JKeHVIe OCTPOTBI 3peHMs, HO B HACTOsAIIee BpeMs ITIMOMBI
94acTO OCTAITCA 6ECCHMITOMHBIMU U OOHAPY)XMBAIOTCH
IIpY CUCTEMATIYeCKOM PeHTI€HOBCKOM 00C/IeOBaHMN I1a-
nyentos ¢ HO1. [lo 39% cnyuaes 3aboneBaHMs IPOSBILA-
eTCsl IpeXAeBpeMeHHBIM HONIOBBIM cospeBanueM (Habiby
etal, 1995). [lons1 cMMITOMATIYECKIX CTy4aeB COCTABIsET
20-309%; cuMIITOMBI 3a00/1eBaHN Yallle BCETO MaHU(ECTH-
PYIOT B paHHEM B0O3pacTe (Jio 6 JIeT, a YacTo K IBYM rofiaM)
(Listernick et al., 1994). Ilmnombl 3puTeIBHOrO HEpBa IPK
H®1 moxxHO pasaennTb Ha iBe TPYIIIIbL: CTAOM/IbHBIE U AK-
TUBHO PacTylINe, yrpoXkaroliye 3pennto. Tonbko y 52% ma-
IVIEHTOB, Y KOTOPBIX [/IVOMBI 3pUTE/IbHOIO HepBa BbIAB/LA-
much ipu nposeferny MPT, otmedanocs pasButue cum-
nromoB (Listernick et al., 1997). ITosiBneHme CMMIITOMOB
B BO3pacTe CTapllle IIeCTH JIeT, a TaKXKe IPOrpeccupoBa-
HIIe 3a007eBanus ocye 10 1eT BcTpevaeTcs KpaliHe Pefiko,
TeM He MeHee, 3aperUCTPUPOBAHDI CTy4Yay IIO3JHETO IIPo-
ABJIEHNA 11 IporpeccupopanysA 3aboneanns (Listernick et
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al., 2004). [Taxxe B crrygae popM, CONPOBOXKIAIOIINXCA KIIN-
HIYeCKMMI IPOSIBICHUAM, UCXO 3a00/IeBaHIA 3a4aCTYI0
HOCHUT 6/TarOIPYATHBII XapaKTep, YTO CTIefyeT IIPUHATD BO
BHIUMaHIe IIPY Ha3HAYEeHMUM JIeYEHN U IIPOBENEHNIN TI0-
BTOPHOI IMaTHOCTUYECKOiT Busyanusanuu. VI3 104 maun-
eHTOB (B TOM uncie 88 feTelt), CTpafaIOIMX ONYXOMAMNU
LIEHTPA/IbHOV HEPBHOM CCTEMBI, BK/II04asA 88 ciry4yaes I71u-
OM 3PUTENLHOTO HEPBA, 55 13 KOTOPBIX COIPOBOXKANNCh
K/IMHUYECKVIMI IIPOSIB/IEHNAM, Y OO/IBIIMHCTBA OTMeYasl-
cst GmaronpusTHeit ncxop (Guillamo et al., 2003). Beicokast
YaCcTOTa C/Ty4aeB 3a00/IEBAHIISL, COIIPOBOXIAIOIIVIXCST K/IN-
HITYeCKUMU IPOSIBTIEHISIMI, 0O'bSCHSETCS TEM, ITO UCCIIe-
IoBaHe IPOBOIVIOCH B 001acTy Xupyprun. BuyTpurnas-
HUYHbIE TIMOMBI PEJIKO PACIPOCTPAHAIOTCA BHYTPb Yepe-
na. Passutuye rmmom spurenbHoro Hepsa npu HO1 HOCUT
To6pOKadeCTBEHHbIIT XapaKTep Jallle, YeM PV U30MUPO-
BaHHBIX Ppopmax 3aboneBanus (Listernick et al., 1994), o
€JTHOTO MHEHM II0 JAHHOMY BOIIPOCY He CYILECTBYeT.
Omnyxonu, pacronarapoleecs Crepefn oT X1asMbl, 4acTo
SBJIAIOTCA CTaOW/IBHBIMY, B TO BPeMsI KaK [TMOMBI, PacIio-
JIO>KeHHBIE TI03a/IM1 XMa3Mbl, YaCTO CK/IOHHbI K MHBa3MBHO-
My pocTy. Hannume r1omMbl 3pUTENbHOTO HEPBa MOXET
OBITH IIPEAIIONIONKEHO IPU OOHAPYIKEHNN YBETMIEHHOTO
I7Ta3HMYHOTO OTBEPCTHUA, HO JAHHBIN IPU3HAK He AB/IAET-
s crrenUYHBIM, U YIUIMHEHe 3pUTeIbHOTO HepBa I pac-
HIVpeHNe TBEPHOIl MO3TOBOI 000IOUKI MOXKET IIOXOANUTD
Ha omyxonb (Riccardi, 1992; North, 1997).

CoBpeMeHHbIe METObI BU3YaIM3alllyi HEPBHOI CIICTe-
MBI MISMEHW/IY METOIVKY JMArHOCTYKY OITyXOJIeil 3PUTENb-
HOTO HepBa Cpey MalyeHToB, cTpagaoumx HO1 (pruc. 3.2).
Ha camnmke, monyyenHom MetozioM KT, orryxonb BbITIAANUT
KaK HepaBHOMEPHOeE yTOJIIIeHNe, KOTOPOE MOXKET pacIipo-
CTPaHATbCA HAa XMa3My C BBIILTYMBaHMEM W/TH 3aII0/THEHNEM
IYICTEPHBI X1a3Mbl. B HacTos1Iee BpeMs IPOJ0/KAETCS CIIOp
0 MOKa3aHMAX JJIA MpoBeleHua Busyammsanuy npyu HO1.
ITo 061eMy MHEHUIO, BU3ya/IM3a1st HEOOXOAMMA B CTydae
KJIMHIIECKOTO NTPOsIBIeHNA 3aboneBans. B crydae 6eccnm-
ITOMHOTIO Te4eHN: 3a60/IeBaHMA [0 pellleHNIO, IPUHATO-
My Ha KoHdpepeHuyy HalmonanbHOro MHCTUTYTA 3[0PO-
Bbs1 (1988 I.) He peKOMEHYeTCs CUCTeMaTIIdecKoe 00Creno-
BaHIe, TaK KaK JleueH1e 0ObIYHO He HagHauaeTcs. Riccardi
(1992 r.) mpupep>KMBaeTCsl MPOTHUBOIIOTIOKHOTO MHEHN,
TaK KaK HEKOTOpPbIe arpeCcCUBHbIE ITIIOMbI MOTYT IIpOrpec-
CMpOBaTh 6ECCUMIITOMHO B TedeHMe OTHOCUTEIBHO AJIN-
TeJIbHOTO BpeMEHM U B JajIbHelileM IPUBOSUTD K IIOBpe-
XKJIEHIISIM, KOTOPBIX MOXKHO OBUIO ObI M30eXKaTh IPK PaH-
Hell JarHocTuKe. Perncrpanysa BbISBaHHBIX 3PUTETbHBIX
HOTEHIIVAIOB MOXeT 00eCIIeYNTh PAaHHIOK [UArHOCTUKY
I7IIOMBI, HO IIPY 3TOM Be/IMKa JIO/A JIO>KHOIONTOXKUTENb-
HBIX Pe3y/IbTaTOB; IPY MCIIO/Ib30BAHUH JAHHOTO METOJIa Ya-
CTO BBIAB/IAETCA pacCIpOCTpaHeHMe ITTOMbI Ha 3pUTEbHBII
tpakt (Di Mario et al., 1993).



PucyHok 3.2. HP 1y 12-netHer aesouku. Ha BepxHem pucyHke: Ha kom-
NbIOTEPHOM TOMOTPAMME, MPOBEAEHHOM NOCTE MOMOANBHOMO BBEAEHMS
KOHTPACTHOTO BELLECTBA (METPHU3AMMAQ), BUAHO HeGOoMbLLIOE 06pa3oBaHime
B MECTE HOYAQ JIEBOTO 3PUTENBHOMO HEPBA. Ha HUKHEM PUCYHKE: HO CHUM-
ke MPT & T2-pexume 1cHO BUAHA HEBONBLLIAS IIMOMA 3PUTENBHOTO HEPBA.

B Hacrosiee BpeMs He CYLECTBYET eMHOTO MHEHM
110 TIOBOJLY JIEYEH NI [TIMOMBI 3puTenbHOro Hepsa (Riccardi,
1992) (cM. rmaBy 13). bornblas 9acThb OIyXoJIell, XapaKTe-
PU3YIOIINXCsT CTAOMIBHOCTBIO, B OCOOEHHOCTH PACIIONO-
JKEHHBIX B TI€PeHel YaCTy 3pPUTEeIBHOTO IyTH, TpebyeT
TIJATeJIbHOrO HaOJIIofeHNs 6e3 IpoBeleHNs XUPYyprude-
CKOTO M/IN JII000TO APYroro BMeLIaTe/IbcTBa. B pamkax co-
BMECTHOTO JICC/IEIlOBAaHUA PacIpOCTPaHeHNe OIyXOIM Ha
XIa3My 3pUTENbHOTO HEPBa OTMEYaOCh TONBKO B YEThIPEX
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Pucyrok 3.3. 10-netHss gesouka ¢ HP T, conpoBoXaaiolmmMcst HEABHO
HOYABLUMMMCA MPOBOCTOPOHHUMM MOPLMAIbHBIMA MOTOPHBIMW MPUMAAKA-
mu. Ha Bepxrem pucyrke: Ha KT BugHbI 061QCTH NOHUXEHHOM NAOTHOCTH,
PACMONOXEHHBIE B IEBOM MOMYLLIAPUM, C MOBBILLEHHbIM KOHTPACTUPOBAHWUEM
B LEHTPe 3aaHei yacTh. Ha Hxrem pucyrke: Ha cHmke MPT B T2-pexume
(KOpOHOPHBI CPes) BUBHO yCUNEeHME CUrHANQ B NEPEesHEMEANAnbHON 06-
nact cnesa. B pansHerwem 6ino yaaneHo gse onyxonu (acTpoumuToms
[=Il cTenenu) ¢ nonHbIM yCTPAHEHWEM NPUNAAKOB HA OAMH oA,

u3 106 crydaes ogHocToponHeit omyxomu (Wilson, 1998).
B ciygae pacTyimeit [IMOMbI 3pUTEIBHOTO HEPBA, IIPUBO-
[ALIEi K 3aMEeTHOMY IIPOITO3Y U IIO/THOM OTHOCTOPOHHEN
[OTepe 3PeHIsT, XUPYPIIIecKoe YAaIeHNe TIPUBOAMT K YAO-
B/IETBOPUTE/IbHBIM pe3y/ibrataM. B cirydae HecTaOMIBHBIX
HapyureHnit a¢pdexTnBHa pagmorepanus. Tem He MeHee,
00BIYHO UCIIONb3yeMast fo3a 06mydenns (52 Ipes) B Tpetn





