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Beeodenue. B 0630pe uznodxncerv ceedenus 0 xapakmepe u co8pemMeHHbIX Memodax OUa2HOCMUKY NOPAJICEHUs 0P2aHA 3peHUst npU My6epo3HOM
ckaepose (TC).

Lleaw 0630pa — 0630p docmynHwix ny6AUKAYULL, NOCEAUCHHBIX U3YUeHUI0 nopadceHus opeana 3peHus npu TC.

Mamepuaast u memodsi. [Iposeden nouck 0OCMYnHbIX NOAHOMEKCMOBbIX NYOAUKAUULL 8 3aPYOeNCHBIX U POCCULCKUX 0a3aX OAHHbIX.
Pesyavmamoi. [Ipedcmagaentbiii anaau3 0oCMyYNHbIX HAM UCHOYHUKO8 AUMEPAmYpbl CUAeMeNbCMBYem 0 8biCOKOL 6apuadessHocmu no-
padicenus opeana 3perus npu TC no kaunuueckomy mevenuro (MeoaeHHO npozpeccupyrouee, CmayuoHapHoe, 6bicmpo npozpeccupyioujee),
cmeneHu mscecmu (0m acuMnMOMHO20 00 MAAHCEN020 UHBANUOUSUPYIOU,e20) U KAUHUHECKUM POPMAaM.

Buwteodel. Ilpu éedenuu nayuenmog (npooandos) ¢ TC u unenos ux cemeii 8axicHo KomnaekcHoe 00caedo8anue ¢ WUPOKUM 8HeOpeHuem @ KAu-
HUYEeCKYI0 NPAKMUKY COBPeMEeHHbIX Memo008 OUaeHOCMUKU, GKAI0YAsl OUHAMUYECKUL KOHMPOAb 34 ACUMNMOMHbIMU YAeHAMU POOOCAOBHOLL.
boavuioe 3nauenue umeem mexcoUCUUNAUHAPHBLE OOX00 K duaeHoCmuKe, OUCnaHcepHoMy Habaodenuio u aevernuio TC.
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Background. The review provides information on the nature and the modern methods of diagnosis of the lesions in organ of vision in patients
with tuberous sclerosis.

Objective: to explore available publications devoted to studying of the eye lesions in patients with TS.

Materials and methods. The review of available full text publications in foreign and Russian databases is carried out.

Results. Presented literature review indicates a high variability of the lesions of organ of vision in tuberous sclerosis in the clinical course
(slowly progressive, stationary, and rapidly progressive), severity (from asymptomatic to severe disabling), and clinical forms.

Conclusion. During the observation of patients (probands) with tuberous sclerosis and their family members, a comprehensive examination,
accompanied by widespread introduction into clinical practice of modern diagnostic methods, including dynamic control of asymptomatic
members of family genealogy, is important. The multidisciplinary approach has great significance for diagnostics, treatment and dispensary
observation of tuberous sclerosis.

Key words: phakomatosis, tuberous sclerosis, Bourneville— Pringle disease, lesion of eye, optic nerve, hamartoma

BseneHue

Ty6eposnsiii ckiiepo3 (TC) (6one3nb bypHeBULII—
IIpuHria, HeHTpaabHbIA HEHPOHOMATO3, HEHPOKOKHBIA
CUHApOM Tuna bypHeBWLISI, CMHAPOM cebopeitHol ajae-
HOMBI, CYIOPOT Y YMCTBEHHOM OTCTaJIOCTH) — HACJICICT-
BEHHOE MOHOTI€HHOE 3a00JIeBaHUE, XapaKTepU3YyIOlleecs
CUCTEMHBIM MTOPaKEHUEM KOXW, KOCTE, OpraHa 3peHusl,
SHIOKPUHHON CUCTEMBI X IEHTPAJIbHOM HEPBHOM CUCTE-
MBI, 00YCJIOBJICHHOE HapyIlIeHNEeM PO epaliiy, MUT-
payu u guddepeHIauy KJIETOK Heiiporanu, GpopMu-
pPOBaHUEM OITYXOJIE€ BO BHYTPEHHUX OpraHax U TKaHSIX.

Tun HacaemoBaHUSI — ayTOCOMHO-ITOMUHAHTHBIN C HETION -
HOM meHeTpaHTHOCThIO. Bece nameHenus npu TC nmeroT
eIMHYIO0 TTaTOMOP(OIOTHIECKYIO OCHOBY — raMapToMa-
TO3HYIO ITposudepaumio [5].

B nuteparype onucanue TC BriepBbie BCTpedaeTcs
B 1862 ., xorma Hemeukuii matosoroaHaToM Ppuapux
¢on PeximHaTXay3€eH onumcan KIMHNISCKIE CUMITTOMEI 3a-
00Js1eBaHMS T10CJIE BCKPBITUSI MEPTBOPOXKIEHHOIO peOeHKa
C MHOTOYMCJICHHBIMH OITyXOJISIMU TOJIOBHOTO MO3Ta 1 Cep-
ma. OgHaKo caM TepMUH «TyOEepO3HBIN CKIEPO3» OBLIT
MPpeUIOKEH CITyCTS 18 J1eT hpaHIly3CKMM HEBPOITATOJIOTOM
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Jle3upe-Marnyapom bypHeBuiiem, neTaau3upoBaBIINM
MaTOJIOTUYECKME U3MEHEHUST B TOJIOBHOM Mo3re 15-met-
HEM JeBOYKHU C MPU3HAKAMU 3aIEPXKKU IICUXNISCKOTO
pa3BUTHS, CTPANABIICH SIIUJICTICACIA M UMEBIIEN KOXHBIC
npossieHus. B 1890 r. anrmiickuii aepmaroJor JIxxoH
Hxerimc [TpuHT onrcan aHTHoGUOPOMEI JTvia (aIeHOMY
IMpunrna) y 6onsHbx TC. B 1908 1. HeMenkuii HeBpoIa-
tosor [erpux DorT onmcai KIIacCUIeCKy0 KIMHAIECKYIO
tpuany TC — Tak Ha3biBaeMbIii KoMruieke TC (cynopox-
HBIE TIPUCTYIIBI, aleHOMa CaJIbHBIX JKeJIe3 U 3aIepKKa yM-
CTBEHHOTO Pa3BUTHSI), KOTOPBI B TEUCHUE JTUTSIHHOTO
BPEMEHHU CUMUTAJICS TATOTHOMOHWYHBIM JIJIST JAHHOTO 3a-
6oneBaHus. 3a00ieBaHNE XapaKTepU30BaJIOCh BHICOKOM
paHHEN JETCKOM CMEPTHOCTBIO 1 CHUKEHMEM MPOAOJI-
XUTEJIBHOCTH XKU3HU Y B3pocibix moaeit. B 1921 1. ron-
JaHACcKMi oTanbMoior SH BaH Aep XyBe onucan Xxapak-
tepHble Wit TC n3aMeHeHUs Ha IJIa3HOM JTHE — CHUMIITOM
«TYTOBOIA Airoel» (hakomy) [6, 13].

B mMupe pacnpocrpanenHocts TC Bapbupyert oT 1
Ha 30000 mo 1 Ha 50000 yenoBeK, HO B OTAEIBHBIX ITOIY-
nsimsix TC BcTpevaeTcs vaie — 1 caydait Ha 6000—15400
HaceJieHus [25]. My>X4MHBI ¥ XXEHIIWHBI 00JICIOT OAMHA-
KoBO 4acto. B 80 % cinyyaeB 3abosieBaHUe SIBISIETCS pe-
3yJlIBTATOM CITOHTaHHOU MyTanuu [3]. PacueTtHoe yucio
6onbHBIX TC B Poccnu cocrasnsier okono 7000 [2].

B HacTOsIIMIT MOMEHT B 3aBUCIMOCTH OT J€(DEKTHOTO
reHa BeIIENAIOT 2 Tuna 3aboneBanus. TC 1-ro Tumna oo0y-
cioBneH MyTtauueit reHa 7SCJ Ha IIMHHOM IIJIeUe Xpo-
MocoMBI 9 (9q32); 3TOT TeH KOOUpYyeT KPYITHBIM OEJIOK ra-
mapTuH. TC 2-ro Tuma obyciaosieH myTtauueii reHa 7.SC2
Ha KOPOTKOM ILIeYe XpoMocoMbl 16 (16p13.3); aTOT reH
komupyeT 0esok TyoepuH [14]. Cunraercs, 4TO y Imaiu-
€HTOB ¢ MyTauMsIMu B reHe 7.SC2 3aboyieBaHNe TTPOTEKAET
bosee TSKE0, YeM B ciydae MyTauuii B reHe 7.5C1.

ITpu moctanoBke nuarHo3a TC HeoOXomUMO MC-
ITOJIB30BaTh AMATHOCTUYCCKNE KPUTEPUU 3a00JIeBaHMS,
KOTOpBIe OBUIM MPUHSTH B 1998 I. U1 mepecMOTpeHBI
B 2012 1. B pamkax International TSC Clinical Consensus
Conference. HecomuenHbIii nuarHo3 TC ycTaHaBIMBaeTCs
Ha OCHOBAaHUM HAJIWYMS 2 TIEPBUYHBIX IIPU3HAKOB WIIN
1 TIepBUYHOIO U 2 BTOPUYHBIX IPU3HAKOB; BO3MOXHBIN
JIMarHO3 — HA OCHOBAHUY HanW4us 1 mepBUYHOrO U 1 BTO-
PUYHOTO MIPU3HAKOB; IPEAIIOIOXUTEIbHBIN TUAarHO3 —
Ha OCHOBAaHMU HAJIWYUS WX | TIepBUYHOIO IIpH3HAKA,
win 2 (1 OoJbllle) BTOPUYHBIX MpU3HAKoB. [loarBep-
XneHHas maroreHHas mytaums redHa 7.SCI v TSC2 —
IJIABHEMIIWMN KPUTEPUIA, JOCTATOYHBIN IS TIOCTAHOBKU
nuarHosa TC.

[MepBuunple (0onpimme) mpu3Haku TC: aHrnopuodpo-
MBI Tula (He MeHee 3) win ¢puOpo3HKIE OISIIKY Ha JI0Y,
TUIIONIUTMEHTHBIC IISITHA (HE MeHee 3 1 He MeHee 5 MM
B IMaMeTpe), HETpaBMaTHUECKIE OKOJIOHOITEBBIE (hHOPO-
MBI (He MeHee 2), «IIIarpeHeBbIe OJISIIIKI» , MHOXECTBEH-
HBIE TAMapTOMBI CETYATKI, KOPKOBBIE TUCILIA3NH (HE Me-
Hee 3) — KOPKOBBIE TyOephl M MUTPAIIMOHHBIE TPAKTHI

B 0€JI0M BellleCcTBE I'OJIOBHOTO MO3ra, cy03mneHaumMallb-
HBIC Y3761 (HEe MeHee 2), CyO3IIeHIuMaIbHas TUTAHTOKJIe-
TOYHAs aCTPOLIMTOMA, MHOXECTBEHHBIC WU ONMHOYHBIC
pabIoOMUOMBI cepalia, TMMMaHTHONEHOMIOMATO3 JIETKHUX,
MHOXECTBEHHBIC aHTMOMHUOJIUIIOMBI ITOYEK (He MeHee 2).

Bropuunsie (Manbie) npusHaku TC: MHOTOYMCIICH-
HBIE YIUIyOJIeHUS B 9Maiu 3y00B (He MeHee 3), hruOpoMBl
B ITOJIOCTHU pTa (HE MEeHee 2), TaMapTOMBbI BHYTPEHHHUX Op-
raHOB, aXPOMATHYECKMI yIACTOK CETUATKU, «IIITHA-KOH-
(eTTH» HA KOXE, MHOXECTBEHHbIE KMCThI IIOYEK.

IHeanio 0030pa ABUIICS TOMCK M CUCTEMHBIN aHAJIN3
JMOCTYITHBIX ITyOJIMKAIIAi, TTOCBSIIICHHBIX U3YYEHHUIO T10-
paxxeHus opraHa 3pexus npu TC.

Mamepuanbl u Memofbl

Jlumepamypmuouii nouck. Jlutepatypa, MocBsILeHHAs
U3YyYEeHUIO TTOopaxXeHMIo opraHa 3peHus npu TC, ObI-
JIa TIOJIy4eHa ITOCPEACTBOM IOMCKA JaHHBIX B HAYIHOM
anekTpoHHoi 6ubauoreke Poccum — e LIBRARY.RU,
a TaKKe B MEXXIYHApOMHBIX 0a3ax JAaHHBIX, BKIIOUYAIOIINX
PubMed/MedLine, Springer. [Touck nurepatypsl OBLT
OrpaHMYEH PYCCKUM M aHIIMMCKUM SI3BIKAMHU; paccMa-
TPpUBAIUCH pabOTHI, onyoMKoBaHHbBIE ¢ 1965 Mo 2016 .
BKJIIOUMTENIbHO. B pe3ynbraTe ObUIM M3yYeHbI BCE MEIU-
LIMHCKHUE ITyOJIMKAIIMK, B HAa3BaHUSIX KOTOPBIX, TEKCTaX
WIN TE€3MCaxX BCTPEUYAIUCh CSAYIOIINe KIII0UeBhIe CI0Ba:
TyOepO3HBI CKJIEpO3, TaMapToMa CeTJYaTKU, O(pTaIbMO-
JIOTMYeCKMe TIPOsIBIICHUsI, 0030p, T1a3 (tuberous sclerosis,
retinal hamartoma, ophthalmic manifestations, review,
eye). DTOT B[ MOMCKA IO KJIIOYEBBIM CJIOBaM ObLT CAMBIM
MMPaKTUYHBIM.

Buibop u kauecmeennas ouenka nyoauxauuii. B 0630p
OBLIM BKJIIOYEHBI MCCICIOBAHMS B YIIOMSHYTHIX BBIIIIE
0a3zax MaHHBIX, C TIOJTHBIM TEKCTOM, a TAKXKE OIMCAHUS
B BUIE TE3MCOB, IIPH yUIeTe S3bIKa OPUTMHATIBHOTO TeKC-
Ta. Bce HaiiieHHbIe IMyOaAMKalUMKU MOAPOOHO M3YyJaauCh.
B crnircox BKII0YaIMCh TOJABKO T€ MaTepHUajbl, KOTOPBIC
YIOBJICTBOPSIIA KPUTSPUSIM ITOMCKA.

Pe3ynbmambi

B uenom 3a 0603HaYEHHBIN TTIEpUO ObLIU UACHTHU-
¢uumpoBaHbl 386 MyOaMKaALIMA, U3 HUX B 3apyOEKHBIX
0aszax JaHHBIX, NocBAEeHHBIX TC 1 mopaxkeHHuIo opra-
Ha 3peHus npu TC, — 293, poccuiickux aBTopoB — 93.
M3 oburero yncia ToapKo 37 myoauKauuii ObLIN BKITIO-
YeHBI B 0030p Ha OCHOBAHUM KPUTEPHEB ITOKCKA.

OdranpMosioTuyecKre HapyleHus y 60abHbIX TC
BBISABJIIOTCS Npubau3uTeabHo B 70 % caydaes [9]. Xa-
pakTep IopaxeHus opraHa 3peHus npu TC Bapuabdennb-
HBIN gaxe cpeay OOJbHBIX, SIBJISIOIIUXCS YeHAMU OTHOMI
CEeMBbHU.

Odranpmonorndeckue rnposisiieHns TC MoxXHO pas-
JIeJINTD Ha 2 TPYIIIIHL:

*  peTHMHaJIbHBIC (KOJIOOOMBI XOPMOUIEH U IMCKa

3puteabHoro Heppa ([I3H), ouarn mucrnmrmMeH-
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TallMUA CETYATKU, aCTPOLUTAPHBIE TaMapTOMBI
ceruatku u JI3H);

*  HepeTHHaJIbHbIE (AHTMO(GUOPOMBI BeK, CYOKOHB-
IOHKTHBAJIbHBIC Y3€JIKU, KOJIOOOMBI pamyXKHOM
000JI0YKH, XpyCTaJnKa, IMIMApHOTO Tea, Ha-
PYIICHUSI MUTMEHTAIIUU PanyKHOM 00OJIOUKH
U PECHUII, TIOMYTHEHHE XPYCTAINKA).

B nipaktuke HanboJiee 4acTo 0OHAPYKMBAIOTCS aCTPO-
LIMTapHbIC TaMapTOMBI IJIA3HOTO THA — OHU BCTPEYAIOTCS
6oiee yeM y 53 % GonbHbIX TC, mpu 3TOM y HOJOBUHBI
3TUX NALMEHTOB raMapTOMbl OOHAPYKUBAIOTCS OuIaTe-
panbHoO [17].

lamapmoma cemuamxu — no6poKayeCTBEHHAsI, CJIeTKa
IIPOMUHUPYIOIIAS, YACTUIHO MUTMEHTUPOBAHHAS OITy-
XOJIb, JJOKaau3oBaHHas BokpyT JI3H wnu Ha nepudepnn
rna3Horo gHa. [ucronornyecku oHa npeacTabiisieT co0oit
CEeTb BBITSIHYTHIX IJIMAJIbHBIX ACTPOIIUTOB 1 KPOBEHOCHBIX
COCYIOB, JTOKAJTHU3YIOIINXCS IIPEUMYIIECTBEHHO B CJIOE
HEpPBHBIX BOJIOKOH ceTyaTKu. YacTo MaHM(peECTUpPYET
B IIepBBIC 2 roma XU3HU pedeHKa. [aMapTOMBI ceTIaTKu
OBIBAIOT KaK eAMHUYHBIC, TAK 1 MHOKECTBEHHEIE.

Brigensior 3 ThIia peTMHAJIbHBIX TaMapTOM:

*  raMapToMbl 1-TO TUIA — ITOJYIIPO3PaYyHBIE TI0-
CKMe OKpyIible 00pa3oBaHus Ha ceTyatke. Mx 00-
HapyXuBaloT Y 60J1bIMHCTBA (10 70 %) OOIbHBIX
TC c BoB/IeUeHMEM B MATOJOTUIECKUI IIPOIIECC
opraHa 3peHHSI;

*  raMapToMmhl 2-ro tumna (pakoma, CUMIITOM «Ty-
TOBOU SITONBI») — O0JIee KPYITHBIC IIPOMUHUPYIO-
e OJecTslire MHOrOy3eJIKOBble 00pa3oBa-
HHS Ha ceTYaTKe, 4acTO comepKallle KaJIbIIHii.
Kak nmpaBwmio, raMapTOMEBI 2-Tr0 TUTIA ITEPEeKPHI-
BAIOT JIeXKaIllMe IMOJ HUMU COCYABI CEeTUYATKH
U BCTpeydaloTcs y 46—55 % maiueHToB ¢ mopa-
XeHueM a3 Ha ¢pone TC;

*  ramMapTOMBbI 3-TO TUIIA OOBECAMHSIIOT ITPU3HAKH ra-
MapToM 1-To 1 2-To TUIOB U BCcTpevarorcs B 14 %
cayuaeB. Y 30—35 % nauueHToB Ha 1 rja3y Mo-
I'YT pa3BUTHCS HECKOJIBKO TaMapTOM pa3IMIHbIX
turoB [18].

TamapToMBbI ceT4aTKU y OOJBIIMHCTBA 00MbHBIX TC
CYIIECTBYIOT OECCUMIITOMHO M HE IIPETepIICBAIOT U3Me-
HEHMI B TedeHUe Xu3HU. OnucaHbl eIMHUIHBIC CIyIan
CIIOHTaHHOTO perpecca ramaptoM [19]. IIporpeccupoBanue
raMapToOM XOTSI M BCTPEUYaeTCs pexke, HO COIMPOBOXKIACTCS
WHBATUIN3UPYIOIINMEI OCIOXHEHUSIMH (CyOpeTUHATbHAS
SKCCYIAIsI, MaKYISIPHBINA OTEK, KPOBOM3IUSIHHIE B CTEKIIO-
BHIHOE TEJI0, HEOBACKYJIIpHAS IJIAyKOMa U JIp. ), YTO MOXET
MPUBECTU K pe3KOii moTepe oCTPOTHI 3peHus [31, 28].

TamMapTOMBI ceTYaTKM OTMArHOCTUPYIOTCS C IMOMO-
IbI0 O(pTATBMOCKONMHY, (BIyOPECLIEHTHOM aHTHOTpachu
(DAT), ontuueckoit KorepeHTHOI ToMorpaduu (OKT)
M YIABTPa3BYKOBOIO MCCAemOBaHUS Ta3a. CunuTaercs,
YTO CaMBIMM MH(DPOPMATUBHBIMU METOTAMU TUATHOCTUKU
ramaptoM saBisiorcss OKT u AT, ¢ ToMonibio KOTOPBIX

MOXHO OOHaApyXUTh 00pa30BaHUsSI Ha PaHHUX CTaAUIX
Pa3BUTHS, UTO HEBO3MOXKHO ITpU oTabMocKonuu [12].
JduddepeHIMalIbHYIO TMaTHOCTUKY FaMapTOM CeTYaTKU
HEeo0X0IUMO IIPOBOJIUTH C PETUHOOJIaCTOMO, MeJIaHOMOM
XOPUOUIEU, PETUHOLIMTOMOM, PETUHAIBbHON KallWJLISIP-
HOW TeMaHTMOMOW.

Tucanmoxaemounvie acmpoyumomovt cem4uameu co-
CTOSIT U3 KPYIIHBIX KJIETOK C M300MJILHOM LIMTOILIA3MOM
U TUIEOMOPGHBIMU SApaMU U MO MOP(HOIOTNUYECKOMY
CTPOEHNIO HATIOMUHAIOT CyOaIeHAMMAaIbHbIe 00pa3oBa-
HUS. [MraHTOKJIETOUHBIE ACTPOLIUTOMBI OOBIYHO JIOKAIH-
3YIOTCS B IIEPUTTAITMJUIIPHON 00JIaCTH, MX IUAMETP MOXET
nJocturarh 5—6 pasmepos JI3H, a Beicora — 4 MM [22, 30].
OHUM TUaTHOCTUPYIOTCS C IIOMOIIBI0 O(DTAIIBMOCKOIINH,
®AT u OKT.

Tamapmoma 3pumeavrnoco Hepea — 310 OIIyXOJIb, Pa3-
BUBAIOIIASICS M3 TJIMATbHOM TKAaHW CETIATKH, Yallle BCETO
B 00J1acTu 3agHero moJjtca. [laTonoruueckuii mpoiiecc,
KakK MmpaBujIo, OofHOCTOpOHHuUM. IIpencrasisieT coboit
OyrpucTble OejiecoBaThie, CEphble WK XEJITOBaThle OKPYT-
JIple 00pa3oBaHMsI, OMMHOYHBIC WM B BUIC KOJOHUM,
pacriojiararIuecs B IepUNaIIIIPHON 30He 1 10 Kpaio
J3H. ITpu mporpeccupoBanum omyxonu JA3H npeacras-
JISIETCSI YBEJIMYEHHBIM M HECKOJIBKO ITPOMUHUPYIOIIUM
B CTEKJIOBUIHOE TeJIO. MOXET COIPOBOXAATHCSI OTEKOM,
KPOBOU3IUSIHUEM, PACIIUPEHUEM COCYIOB, YTO CO3aeT
kaptuHy 3acroiiHoro JI3H. lamaproma I3H co BpemeHem
MOKET ITOCTEIIEHHO KaIbIIN(UIIMPOBATLCS M BHEIITHE Ha-
roMuHaTh npy3bl JI3H. I1py nuHamMmaeckoM HaOMIOIeHII
JIJISI TAMapTOMBI 3pUTEJIBHOTO HepBa XapaKTepeH MEIJICH-
HBIA pocT B TeueHue MHorux JieT. [1pu rirybokom pacro-
JIOXKEHUM raMapToMa OKa3bIBaeT MaBJICHHE HAa BOJIOKHA
3PUTEILHOTO HEPBa, YTO MOXKET BBI3BIBATH IOCTEIICH-
HOE YXYIIIeHWUE 3pCHUS U MOSIBJICHUE CKOTOM Ha MECTe
pacrojioxeHus. JIMarHocTUPYyeTCsT C TIOMOIIBIO O(pTaIb-
mockormu, OKT, DAT, snekTpodu3noa0rnyeckoro uc-
CJIeIOBaHMS M KOMITBIOTEpHOM nepuMeTpun. [amapTomy
Heobxoaumo nuddepeHIMPOBaTh He TOJBKO C Ipy3aMU
3pUTEIbHOrO HEPBA, HO U C peTuHOO1acToMOM. PeTnHo-
OyracToMa, B OTJIMYME OT FaMapTOMBI 3pUTEJIEHOTO HEpPBa,
XapaKTepU3yeTCs OBICTPHIM POCTOM M UMEET 3JIOKAYECT-
BeHHBIN xapakTep [20, 11].

Xopuopemunaavnasa denuemenmanyus, Kax mpaBuio,
MMeeT BUJI OKPYTJIBIX Oo4akKoB guamerpom 0,1—1,5 pas-
Mepa JI3H, KoTophle pacrioyaraloTcst Ha CpeIHel Iepu-
¢epuu r1a3HOrO JHA, pexXe — B MaKyJie U 3aIHEM ITOJIIOCE.
Y 9 % 60nbHbIX TC HabMI0maETCS CONMTAPHASI UJIU MYJIb-
TdoKambHasg popMa TUIIEPTPOPUN ITUTMEHTHOTO 31~
tenus cetdyatku. [1pu OKT ovaru menmmurMeHTaliiM Xa-
PaKTEepU3YIOTCS YaCTUIHBIM MJIU ITOJTHBIM OTCYTCTBHEM
IMUTMEHTHOTO 3IIUTENINS, a TAKKe YCHJIEHUEM (DOHOBOTO
CHUTHAJIa OT XOPHUOUIIEH, TTOSIBJISTIOIIMMCST B CBSI3U C TeeK-
TOM IMUTMEHTHOTO 3nuTtenus [37].

«Illazpenesvie 6aamku» — 3TO ydacTKu pubpoma-
TO3HOI MHGMUIBTPALIUU KOXH, OOBITYHO pacrojaraio-
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murecs Ha BeKaX U B MOSICHUYHO-KPECTIIOBOM 00Ia-
ctu. IlpencraBnsiioT cobolii clierka BO3BbILLIAIOIIMECS
HaJ OKpPYXKaIeil TOBEPXHOCTHIO YUYACTKH YTOJIICHUS
KOXH CBETJO-KOPUUYHEBOTO MJIM CEPOBATO-3EJICHOTO
uBeTa. Bcrpeuaroresi, Kak npaBujio, Y OOJIbHBIX CTap-
me 10 jeT, XOTSI MOTYT BBISIBASTHCS M IIPH POXICHUUN
pedenka ¢ TC [1].

Aneuogpubpoma eex (anzuoma ckaeposupyrouas, 2eman-
euogubpoma) — n0OPOKAYECTBEHHASI OITYXOJIb, COCTOSIIIAS
M3 COCYIMCTOU 1 BOJIOKHUCTOM COCIMHUTEIIbHON TKaHU,
MMEIOIIAas BUI HEOOJIBIIIOTO BHIITYKJIOTO INTOTHOIO Orpa-
HUYEHHOTO y3J1a IUaMEeTPOM OT 3 MM OO0 HECKOJIbKHX
caHTUMETpOB. Takoe yIUIOTHEHUE 3NuUAepMuca B 00J1b-
IIMHCTBE CIy4aeB HE BBI3BIBACT CYOBEKTHUBHBIX XKaJIO0
y IMalMeHTa U MOXET IJIUTEIbHOE BPeMs HaXOIUTHCS
B cTabMabHOM cocTtostHUM. LIBeT aHrmopubpoMbl BeK
BapbUpPYeT OT PO30BATOTO, XKEJATOBATOTO 0 OYpOro, KOH-
CHCTECHIIMS IJIOTHAS, djacThudHas1. [1oBepXHOCTb aHTHO-
¢GUOPOMBI BHITJISIAUT MOJYIPO3PaYHOIl, CKBO3b KOXY
IIPOCBEUMBAIOT KAIIWJLISIPHI, XOPOIIIO 3aMETHBIC IIPH AepP-
Mockonuu. OIyXoyib pacTeT MEIICHHO, TOIaMU COBEp-
IIEHHO He M3MEHSSACh. Pa3BuBaeTcs: mpenMyIeCTBEHHO
nociie 40—50 JreT, OMMHAKOBO YacTO Y MYKYMH Y XKEHIITWH.
AHTHO(MUOpOMa BEK OTHOCUTCS K PEIKAM KOKHBIM HOBO-
obpazoBanusam npu TC [32].

Iemepoxpomus, uau cekmopaavhas sunonueMeHmMauus
(Oenuemenmauus), i Koa06oma paoyxcroti 060404Ku siB-
JISIIOTCSL peIKUMH (OopMaMy ITOPaKEeHUsI OpraHa 3peHMUS
npu TC. TeTrepoxpoMus XapaKTepu3yeTcs JIOKAJILHOMI
arpodueii CTPOMAJIBbHOTO CJI0S PagyXKW, B pe3yJIbTaTe
Yero ee IIBET CTAHOBUTCS CBeTIee. [eTepoXpoMus MOXeT
COITPOBOXKIATHCS Ne(HEKTOM PaLyKK1 (aTUITUIHAS KOJIO-
0OoMa) U CO BpeMEHEM CIIPOBOLIMPOBATh pa3BUTHE HEOBaA-
cKyJsipu3auuu panyxku. Komnodboma pamyxxHoit 000104~
K1, KaK IPABUJIO, COYETACTCS C 2AMAPMOMON UUAUAPHO20
meaa (upudouuauapnoili 2amapmomoii), BEI3BIBAIOIICH e~
dopManmio pagyxHoii nruadparmel, 4To IIPUBOAUT K Ha-
PYIICHUIO 3paYKOBOI PeaKIIM! U MOXKET BBI3BAaTh CBETO00-
SI3Hb, CJIC30TEUCHNE, CHIDKCHIE 3peHUS Ha ITOPaKeHHOM
a3y [15, 21].

Jumepaneuoma xonsronkmuenst (cocyoucmasn zamap-
moma aumamuueckozo npoucxoxncoenus) — CKOILUICHUS
pacIIMpeHHBIX HOBOOOpPA30BAaHHBIX JUMGATHIECKUX
COCYIOB, BHYTPEHHSSI IOBEPXHOCTh KOTOPBIX BHICTJIA-
Ha SHAOTEINEeM. DTU COCYIBI CoIepkKaT CEPO3HYIO KU -
KOCTb C IPUMECHIO 3PUTPOLIMTOB. OITyX0JIb TOKATU3YeTCsI
B KOHBIOHKTHBE IJIA3HOTO SI0JI0Ka WM €€ CBOIAX, B IIPO-
1IeCC MOTYT BOBJICKAThCSI ITOJTYIYHHAsI CKJIaIKa 1 CJIE3HOE
Msiciio. OITyX0JIb BEITJISIINT KaK ITOIYIIPO3pavHOe XKEeJITO-
BaTOE YTOJIICHNE KOHBIOHKTUBEI M COCTOUT M3 MEJIKMX
ITOJIEK, 3aIIOJIHEHHBIX IIPO3PavyHOil KUIKOCThIO, MHOTIA
¢ mpuMechio KpoBu. Ha moBepxHoCcTH TMMMaHTOMBI HE-
PEeIKO BUIHBI MEJIKME KPOBOU3IUSIHUS [16].

Anupudus — BpOXICHHBIA IOPOK pPa3BUTHUS, Xa-
PaKTepU3YIOIINICA OTCYTCTBHEM panyXku riraza. OH

COIIPOBOXIAETCS CBETOOOSI3HBIO, HUCTAIMOM, CUJIbHBIM
CHVZ>KEHMEM OCTPOTHI 3p€HUS C BO3MOXHOM ACTeHEpalieii
POroBULIbI, KATAPaKTOM, IJIayKOMOI 1 APYrUMU MpodJie-
MaMu T71a3a [24].

B enmnmunbx ciaydyasx npu TC BcTpedaroTces kepa-
mokonyc [35], nepumaxyaapuuiii eauo3, nomymnenue xpy-
cmaauka [33), kocmuas camapmoma opoumot [ 7], KOTOpHIE
B JaJIbHEMIIIEM, BO3MOXHO, TAKXe OYIYyT SIBJISATHCS AMAar-
HOCTUYECKMMU KPUTEPUSIMU MopaxeHus rias npu TC.

Kocoeaazue (cemepomponus, cmpabusm) — BUIIMOE
MPOSIBJIEHNE TIATOJIOIMU IJ1a30ABUraTeIbHOIO ammapara,
XapaKTepU3yIolleecsl HePaBWIbHBIM, HellapajuleIbHbIM
noyioxxeHueM porosull. CornmacHo naHHbIM K. W. Wright
3a 2007 1., B TIOMyJISILIMY PacIIpOCTPaHEHHOCTh TeTEPOTPO-
nuii y gereit 1o 1 roga cocrasisieT okosno 1 %, a B Bo3pa-
cre 3—7 ner — npubausuTeasHo 3,5 % [36]. C. Williams
U COaBT., mpoaHamu3uponas B 2008 I. pe3yJbTaThl 00CIe10-
BaHus 7825 neteit B Bo3pacte 7 JIeT, pOXKIEHHBIX B pETHOHE
DIIBOH, BBIIBUJIM Kocorjiasue y 2,3 % u3 Hux, runepme-
tponuio — y 4,8 %, ambauonuio — y 3,8 %. I1pu oGcee-
nmoBanun 11-merHux gereit B Beaukoopuranuum y 5,9 %
13 HUX Obl1a OOHapyxXeHa muonud, v 1,5 % — rumnep-
Metponus, y 1,5 % — ambauonus [34]. ITo nociaegHum
JaHHBIM, 4aCTOTa BCTpeyaeMOCTU B Poccuu ameTponuit
y meteii ¢ TC cocrasisiet 58 %, Kocorjiasue yCTaHOBJICHO
y 21 %, am6nuonus — y 63 %, 4TO TOBOPUT O BBICOKOI
HAaCTOPOXKXEHHOCTU Bpayeil B IUIaHEe KOPPEKLIUU aMeTPO-
MU y JaHHOM KaTeropuu nauneHTos [4, 8]. O4eHb BaxkHa
OITUYECKAsI KOPPEKIINS aMETPOITHIA ¥ YCTpaHeHHUE KOCO-
[J1a3Usl B paHHEM BO3pacTe, YTO B JAajibHEMIIIEM IT03BOIUT
YMEHBIIUTDb TSIXKECTh (PYHKIIMOHAJIbHBIX PACCTPOMCTB
y 60abHBIX TC.

B 1menoM K 4acTo BCTpedYalolIMMCS MOPaXeHUSIM
oprana 3peHus npu TC OTHOCSTCS acTPOLIUTAPHBIE ra-
MapTOMbI CETYATKU WJIU 3pUTeIbHOro HepBa (50—75 %),
ouvaru genurmeHTauuu (39—40 %), anrnohuGpPOMbI BeK
(37—39 %), «uiarpeneBble Ostiku» (20 %), aHoManuu
pedpakuuu: muonusa (22 %), runepmerponust (22 %)
u acturmaTuaM (27 %). Takue u3MeHeHUsI, Kak KOJI00o-
Ma panyXKHu, XpyCTaJIMKa, XOpPUOUIEH, CEKTOpabHAasI e~
MUTMEHTALMS PaayKK1, HelapaIuTUIecKoe KOcoriasue,
TUIIONUIMEHTALUS PECHULI, BCTpevaroTcs pexe (3—5 %),
HO TeM He MeHee MH(POPMUPOBATh HEBPOJIOTOB U O(p-
TaJIbMOJIOTOB O JaHHOI ATOJ0ruu Heobxomumo [26, 29].
OueHb BaxXHO TMHAMMYECKOE TMCIIAHCEPHOE HAOJIIOAEHME
60JbHBIX TC ¢ MpUMeHEHUEM COBPEMEHHBIX BbICOKOTEX -
HOJIOTMYHBIX METOJOB TMarHOCTUKU. HemocTaTouHas nH-
(opMHPOBAHHOCTH HEBPOJIOTOB U IEPMATOJIOTOB 00 0CO-
OEHHOCTSIX M BaXHOCTU CBOEBPEMEHHOM TMArHOCTUKHU
ropaxeHust oprata 3peHus rnpu TC, a Takke HA3Kas Ha-
CTOPOXEHHOCTb MPAKTUKYIOIIMX 0(DTAIbMOJIOIOB 1 Bpa-
Yeil IepBUYHOIO 3BeHA 30PaBOOXPAHEHUSI B OTHOLICHUM
TC MOryT IpMBECTU K Pa3BUTHUIO U ITO3AHEN JUATHOCTUKE
Takux ociaoxHeHnit TC, Kak oTciiolika ceT4aTKu, KPOBO-
W3JIASTHUE B CTEKJIOBUIHOE TEJIO0, aTpOdus 3pUTEIBHOTO
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HEpBa, [ITO3, U APYTUX HAPYLLIEHUIA, CIIOCOOHBIX TPUBECTU
K HeoOpaTUMBbIM IpolieccaM U B UTOTe K ciaenotre. bosb-
IIMHCTBO MMAIlMEHTOB 00paIialoTCs K HEBPOJIOTY, SIIICII-
TOJIOTY, O(PTAIIBMOJIOTY U IEPMAaTOJIOTy Ha 0oJiee ITO3MHUX
aTamnax 3aboneBaHus1. dtuorponHoro JieueHuss TC Ha ce-
TOOHSIIITHUU AeHb HE CYIIECTBYET, HO paHHEEe CUMIITOMA-
TUYECKOE JICYSHHE TTO3BOJISCT YIIyYIIUTh KAYeCTBO XKU3HU
MMAIleHTOB ¥ CHU3UTD PUCK MHBAIUAN3AIINN. YIUTHIBAS,
YTO B pslie CIy9aeB 0(TaTbMOJIIOTMYECKIE CUMITTOMBI MO-
TYT OBITh IIEPBBIMHA U €AUHCTBEHHBIMU KIMHUYECKUMU
nposBieHusayMu TC, odTaabMoJIOT TOIXKEH YMETh pac-
IMO3HABATh BHIIICIICPECUNCIICHHBIC KIIMHUYEeCKNE (POPMBI
ImopaxkeHus1 opraHa 3peHus npu TC, TIIaTeJIbHO U3YINTh
CeMeHbII aHaMHe3, YTOOBI B MTOCJIeAYIOIEeM HallpaBUTh
MalMeHTa Ha KOHCY/IBTALMIO K IPYTUM CIeLUaIMCTaM
(HeBpoJOry, 1epMaTOJIOTy) C LEIbl0 UCKIIOUEHUs] MaTo-
JIOTUYECKUX U3MEHEHUI B IPYTUX OPraHax U TKaHAX.

00cy:#aeHue

[IpoBemeHHass HaMU cCHCTeMaTU3ausI UHGOPMAIINH,
MMOJIYyICHHOM M3 MOCTYITHBIX PYCCKOSI3BIYHBIX M aHIJIO-
SI3BIYHBIX PabOT, OCBEIIAIOIINX BOIIPOCHI XapaKTepa Io-
paxkeHus opraHa 3peHus rmpu TC, BKITioyast 0cOOEHHOCTU
CYOBEKTUBHOM U OOBEKTUBHOM KJIMHUYECKOU KapTUHBI,
BBIOOD HanboJIee MHGOPMATUBHBIX METOIOB TMAarHOCTUKH,
CBUACTEIBCTBYET O TOM, UTO ITOpaXKeHHE OpraHa 3peHUS
npu TC B OOJBIIMHCTBE ClTydyaeB HAYMHAETCS HE3aMETHO,
porpeccupyet MeajieHHO, pexe — obicTpo. Kak npaBu-
JI0, TIOpaXkeHue opraHa 3peHus y 6oiabHbIX TC nmporeka-
€T aCUMIITOMHO (MaJIOCUMIITOMHO) M BKJIIOYAeT TaKHe
U3MEHEHMUS, KaK TMII0- WA JENUTMEHTALUS PaLyXKKK,
KanpHuGUIIMPOBaHHAS raMapTOMa CeTYaTKU, XOpHope-
TUHAJIbHAY AMcnUrMeHTalus. B To xxe BpeMsi cepbe3Hble
B IIPOTHOCTUYECKOM IUIaHE TTOPaXKeHMSI OpraHa 3peHUsI,
BKJTIOYAIOIIEe 00beMHBIE 00pa30BaHUs (OBICTPO IIPOrpec-
CHUPYIOIIUE), MOTYT IJIUTEIFHOE BPpeMsI HITHOPUPOBATHCS,
B CBSI3M C YeM IAIIMEHTHI 00paIaoTcs K opTaIbMOIOTy
Ha TT03IHUX CTAIUsIX ITaTOJIOTUYECKOTO IIpoliecca, Koraa
YK€ YITyIIeHBI TepareBTUYECKIe BOSMOXHOCTH, a OIlepa-
THBHOE JICUYCHNE MOXET JaBaTh JIUIIb HE3HAYUTEIbHBIN

addekT. IIpoBeaeHHBIN 0030p TTOKa3al, YTO BO MHOTHUX
CIIyJasiX OTCYTCTBYET MEKIMCIIUTLTMHAPHBIN ITOAXO K Be-
neHuto manueHToB ¢ TC. DTo, BO3MOXHO, 00YCIIOBJICHO
HEIOCTATOYHBIM YPOBHEM TMOATOTOBKU CIEIIMATUCTOB
B 00J1aCTH HACJIEACTBEHHBIX HEMPOOKYIOKOXHBIX CHH-
IpoMOB. B GonbILIMHCTBE cllyyaeB B MOJUMKIMHUKAX OCY-
IIECTBJISIOTCS JIMIIh BU3OMETPUS M OMOMMKPOCKOITHS,
PEIKO MPOBOISATCS WJIM BOBCE HE HAa3HAYAIOTCS IIEpUMe-
Tpusl, ODTATHBMOCKOITUS B YCJIIOBUSX MEIMKAaMEHTO3HOM
mkstoruteruu u TeM 6osnee @A’ u OKT. Ha ceromasirnmi
JIeHb JaHHBIC METOIUKH ITO3BOJISIOT BBIIBUTD N3MEHEHMS
Ha IJIa3HOM JHE Ha paHHUX CTaIMsIX Pa3BUTHS, a TAKXKE
MOMOTAIOT MpoBecTr TP depeHIINATLHYIO TUATHOCTUKY
MEXXITy 3JI0KaYeCTBEHHBIM 1 OOPOKAYECTBEHHBIM POCTOM
00BeMHBIX 0OpaszoBanuii [10, 23, 27].

JaKknoyeHue

Takum 06pa3om, 1o Mepe BHEAPEHUsI COBPEMEHHbIX
METOI0B TUAaTHOCTUKHU PACIIUPSIETCS Hallle IIOHUMaH1e
odranbMosiornueckux npospiaeHuii TC. IIpoBeneHHBIN
0030p JINTEePaTyphl CBUAETEIBCTBYET O BHICOKOIT Bapra-
OeTbHOCTHU TTopaxKeHus1 opraHa 3peHust pu TC 1o Kim-
HUYECKOMY TeUeHMIO (MEIJICHHO IIPOTpecCcUpylolee,
CTallMOHApHOE, OBICTPO IIPOTPECCUPYIOIIIEE), CTCIICHH TSI~
KeCTH (0T aCHUMIITOMHOTI'O MJIM MAJIOCUMITTOMHOTO IO TsI-
2KeJIOTO MHBAJIMAN3UPYIOIIET0) ¥ KIMHUIECKUM (popMam.
[Ipu Bepenun naumeHToB (1Ipob6anmnoB) ¢ TC u 4wieHOB
HX CeMeil BaXKHO KOMILIEKCHOE 00CJIeIOBaHHIE C IMMPOKUM
BHEIPEHUEM B KIIMHUYECKYIO IIPAKTUKY COBPEMEHHBIX ME-
TOOB TMATHOCTUKU, BKJIIOYAsl TMHAMUYECKU KOHTPOJIb,
B TOM YHCJIC 32 aCHMITOMHBIMH YWIEHAMU POIOCIOBHOM,
C YYETOM ayTOCOMHO-IOMMHAHTHOIO THUIIA HaCJIeIOBa-
HUSI, KIMHUYECKOTO ITOJUMOpP(dr3Ma 1 BEICOKOM TTeHe-
TPaHTHOCTH (CTEIICHU IIPOSIBJICHUS I'eHa B IIPU3HAKE).
BaxeH MexXaucIUIIIMHAPHBIN ITOAX0A K TMAarHOCTUKE,
IHUCITaHCEpHOMY HaOmoaeH1Io 1 JledeHu1o TC ¢ TeCHBIM
COTPYIHUIECCTBOM HEBPOJIOTOB (HEMPOTEHETUKOB), OG-
TaJbMOJIOTOB M AEPMAaTOJIOTOB, HEOOXOIMMO ITOBBIIIATH
ypoBeHb ocBegoMIeHHOCTH 0 TC y Bpadeil IepBUYHOTO
3BEHA 3IPaBOOXPAHCHMSI.
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