KnunHuueckue nccneposaHus

PoAb OpaxuTepanum B AeYeHUu
KaNUAAAPHBIX FEMaHITMOM CeTYaTKM

B.B. Hepoes — uaen-kopp. PAH, A-p meA. Hayk, npocpeccop, AMpeKTop

C.B. CaaksH — A-p MeA. Hayk, npoeccop, PYKOBOAUTEAb OTA€AA O(TAAbMOOHKOAOTMM

N PAAMOAOTUM

[TA. VIAOXMH — KaHA. MEA. HayK, Hayu4Hbli COTPYAHMK OTAEAQ MATOAOMMW CETYaTKM

M 3PUTEABHOTO HepBa

B.B. BaAbCKuit — A-p MeA. HayK, MAABHbIA Hay4YHbIA COTPYAHWK OTA€AA O(DTAAbMOOHKOAOTWM
M PAAMOAOTMMN

M.B. PabuHa — KaHA. MeA. HayK, CTapWMi Hay4HbIA COTPYAHWUK OTA€AA MATOAOTWUM CETHATKK
M 3PUTEABHOTO HepBa

A.JO. HoBukoBa — acnupaHT OTA€AA MATOAOMMW CETYATKWU W 3PUTEABHOMO HepBsa

drey «Mockosckuii HUIM rna3Hbix 6onesHer um. enbmrosbua» MuHsapasa Poccuu,
Mocksa, 105062, yn. CagoBasi-HepHorpsiackas, 4. 14/19

Ileav pabombr — oueHums 3¢hghexmusHOCmb AeueHUs U 803HUKaouue ocroxcHerus opaxumepanuu (bBT) npu ka-
nunnsaproi eemaneuome (KI) cemuamxu. Mamepuaa u memoowt. C 2005 no 2014 e. npoaeuerno 18 nayuernmos (11 scen-
wun, 7 myxcuur) ¢ KI' cemuamiu, cpeduuii ozpacm komopwix cocmaensin 29,0 + 13,9 ecoda. Monokyasaprblii xapakmep
nopasicenus ommeuer y 8 wenogex, ounoxyaapuotii — y 10. B 12 cayuasx KI' cemuamku accoyuuposanacs ¢ 601e3HbH0
Tunnens — Jlunday, 6 6 cayuasx Haba0ar0cy cnopaduueckoe 803HUKHOBeHUe onyxoau. Hcnoavzosarucwy ’Sr u ' Ru
ogpmansmoannaukamopel. B 7 enazax do bT nposodunace nazepuas koazyrauus. Cpoku Habaro0eHus nocie 10KaAAbHO20
obayuenus cocmasuau om I mec 0o 3 anem. Pezyavmamot. Cmabuauzayus namoaocu4ecko2o npoyecca 00CMueHyma 6
13 enazax. B cpoku do 3 mec 6 5 enazax pazeunacs GblpajiCeHHAs Ay4eaas peaKyus, momaibHas OMcAoUKa cemuamiu,
Dpeuuousupyowull eeMopmanvm, umo uepes 6 mec u 601ee NPUBELO K PA3GUMUI0 HCOBACKYAAPHOU 2AAYKOMbL. DHYKACAUUS]
BbINOAHEHA 6 OOHOM CAYHAE 8 CE:A3U ¢ MEPMUHAAbHOU 60Aswell enaykomoil. B 3 enazax npu peepeccuu onyxoau omcaoika
cemuamiu 6e3 3ax6ama MaKyAsAPHOU 30Hbl COXPAHALACH HA NPOMANCCHUU 6Ce20 nepuoda Habaoderus. B cpoku 0o 2 1em
Habarodanucy ocroxcHenHas kamapakma (12 enas), neiipopemunonamus (2 enaza), noseénerue Hoswvix KI'(12na3), ycunenue
INUPEMUHANbHO0 (hubpo3a (4 enasza), BMOPUUHAS UEHMPANbHAS XOPUOPeMUHAAbHAs ducmpoust (2 enaza). 3axarouenue.
Ilpumenenue memooa bT 6 aeuenuu KI' cemuamru nozeonsem 6 6oavuuncmee cay4aes 000umscs yooeaemeopumenbHo2o
anamomueckoeo pezyasvbmama. OOHAKO € UYeablo CHUNICEHUs NOCACONEPAYUOHHBIX OCAOICHEHULL, d MAKJICe NOGbIUUECHUS
(DYHKUUOHANbHOO Pe3yAbmama Heo0X00umo npoeooums miuamenbHblil BPedonepayuoOHHbLi OMO0p NAUUEHINOE C Y4enmoM
UCXOOH020 PEMUHANBHO20 CIMAMYCA.
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Kanunnapuas remanruoma (KI') ceTyaTku mpen- — HbIMU COCYIaMU C MHOXKECTBEHHBIMU (DeHECTpaMu, UTO
CTaBJIsIET 000 1OOPOKAUECTBEHHYIO OIYX0Jib, KOTOpasi ~ 00yCJIaBIMBaET €€ BHICOKYIO ITpoHULIaeMocTh [1]. Yarie
o0pa3oBaHa aHACTOMO3UPYIOIIMMU Kanmwuisiponogod-  Bcero KI' ceTuaTku sIBIISIETCS IIPOSIBIEHUMEM 00JIe3HU
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T'unnenst — JIunpay: HacJieICTBEHHOIO ayTOCOMHO-/10-
MUWHaAHTHOro 3a00JieBaHUs, KOTOPOE CBSI3aHHO C pa3-
JIMYHBIMU MYTALIMSIMUM T€Ha cylpeccopa OIMyXoJIeBOTro
pocta (ren VHL), pacnosoxeHHOro Ha KOPOTKOM Iieue
3-it xpoMmocoMbl (3p 25—26) |2, 3]. YacToTa BuISIBIECHUS
6one3nu I'mnnenst — Jlunpay cocrasisier 1:36 000—
1:40 000 >XMBOPOXKIEHHBIX, a IEHETPAHTHOCTb JOCTUTAET
cBbiiie 90 % x Bospacty 65 jer [ 1, 4]. st 3a60s1eBaHMs
XapaKTepHO BO3HUKHOBEHMUE psifia 10OPOKaYEeCTBEHHbBIX
U 3710KaY€CTBEHHBIX OITYXOJIEi M KUCT Pa3IMUHbIX JIOKa-
JIM3aluii: reMaHIMo0J1acTOMbI LIEHTPaJbHO HEPBHOI
CUCTEMBI U CETYATKHU, KAPLUMHOMBI U KMCTBI TOYEK,
GeoXpOMOLUTOMBI, HEUPOIHIOKPUHHBIX OMYXOJIEH,
KMCTbI MOXKENYIOUHOUN XKeJie3bl, OMYX0JU BHYTPEH-
HETo yxa, KMCTbl MTeYeHU, LIUCTaAEHOMbBI MPUAATKA
sIMYKa 1 IIUPOKOM cBsI3Ku Matku [5—7]. KI' ceTyaTtku
sIBJISIeTCSl Hanbosiee paHHUM IIPOsIBAeHUEeM OOJIE3HU
Tunnenss — JIunpay. Yacrora ee BOSBHMKHOBEHMSI Ba-
pbupyeT oT 49 1o 85 %, a cpeaHUi1 BO3pACT NALMEHTOB
Ha MOMEHT BBISIBJIEHUS COCTaBJIsIET OKOJI0 25 Jtet [6, 8].
OpHaKo B YacTU CIy4yaeB MOXKET HaOII0JaThCs CIIOpaan-
yeckoe Bo3HukHoBeHMue KI' cetuaTku [9].

KinrHuyecku onyxoJib IpeACcTaBiIsieT COO0 OKPYT-
Jloe 00pa3oBaHUEe OpaHXEBO-KPACHOIO 1IBeTa, yalle
JloKajuaytolieecs: Ha neprudepuu ceTyaTku B BEPXHEM
1 HUKHEM BMCOYHBIX KBajgpaHTax [6, 10]. XapakrepHoii
ocobeHHocThI0 KI' iepugepuyeckoil 1oKaau3aluu siB-
JISIETCSl HAJTMUYME MUTAIOLLETO apTepUaIbHOTO U BEHO3HO-
IO COCYJIOB, IMAMETP KOTOPBIX YBEJIUUUBAETCS 110 MEPE
pocra onyxoJu [11]. OgHako B 17 % ciiydaeB BcTpevaeTcst
[OKcTananwuisipHas Jokanuzauus KI', 11s1 KoTopoii He
XapaKTepHO HaJIM4YMe IUTAIIIKUX cocynoB [12].

ITporHo3 mist 3puteabHbix hyHkuuii npu KI' cet-
YaTKW BCErJa CEpPbe3eH, TaK KaK MOCTEIeHHOE yBEu-
YeHUe pa3Mepa OMyXOJu COMPOBOXIAETCS YCUJICHUEM
€€ DKCCYAATUBHOW aKTUBHOCTU U BO3HUKHOBEHUEM
TaKUX OCJIOXKHEHMI , KaK MAKYJISIPHBINA OTEK, OTJIOXKEHUE
TBEPJOIro 3Kccyaara B MakyJie, (popMUpOBaHUE DIU-
peTUHATBHBIX MeMOpaH, pa3BUTHE IKCCYyTaTUBHOMI 1/
WIN TPaKILIMOHHOM OTCIONKM ceTyaTKu, reModTajabma,
oOpa3zoBaHUEM CyO- U AMUPETUHATbHBIX KPOBOU3JIU-
SIHUIA, 4TO MOXET IMPUBECTU K HEOOpaTUMOM IOoTepe
3peHus [3, 13]. [ToaTomy cBoeBpeMeHHasl AUarHOCTUKA
u agekBaTHoe JeyeHue KI' ceTuatku SBIsieTCs CI0KHON
U BaxKHOM ITPOOJIEMOIA.

Boui6op MeToa JieueHusI OIpeaeisieTCsl pa3MepoM,
nmokanmn3auuein KI', a Tak:ke Halu4YMeM OCJIOXHE-
Huii [14]. B HacTosiee BpeMst Jla3epHast KOaryJisiLius siB-
JISIETCS BEYILIMM METOJIOM JIeYEH U TaHHOM MaToJ0run
1 MOXKET MPUMEHSThCS /151 JISUEHUSI OITyX0JIeli pa3MepoM
10 4,5 MMm. OgHako HanbobIIas 3(POEKTUBHOCTb METO-
nuku (01 91 10 100 %) nocturaeTcst mpy MalbIx pa3Mepax
KT (ot 1,5 MM u meHee) [15]. JIazepHble KoaryasThbl
HAHOCSITCS HEMOCPEICTBEHHO Ha MOBEPXHOCTh OITy-
XOJIU, BO3MOXHA TaKXe KOaryJslusi COCyI0B, IMUTaI0-
mux KI' [16]. HecMoTpst Ha BBICOKYIO 3(D(EKTUBHOCTh
JaHHOU METOAMKMU IMPU MaJibiX pa3Mepax OIyXOJiu,
€e NMPUMEHEHHUE MOXET ObITh OrPaHUYEHO B ciyyae

oonpimnx KI', oc103kHEeHHBIX OTCIIONKOM CeTYaTKU N
BBIPAXXE€HHBIM 3IMPETUHAIBHBIM (puOPO30M B 30HE
OMYXOJIU, YTO HE MO3BOJSIET BHIIIOJHUTD JIa3€PHYIO
KoaryJisilyio o0pa3oBaHUs B IIOJIHOM o0beMe. B Takux
cllyyasix, KOrja OTCYTCTBYET IOJOXUTEIbHBIN 3(pdekT
Ha (poHEe CTaHAAPTHOU METOAMKU JIEUEHUS, B KaueCTBE
aJIbTEPHATUBHOTO CIocoba BO3MOXHO MPUMEHEHUE
opaxurepanuu (bT) [17].

B nacrosiiee Bpems bT siBisiercs HauboJsiee pac-
NPOCTPAaHEHHBIM OPTaHOCOXPAHHBIM METOJOM JICUEHUS
yBeaJlbHbIX MeJIaHOM [ 18—20]. JlaHHast MeTOAMKa TaKKe
MPUMEHSETCS B JICUEHUU PETMHOOJACTOMBI, Ba30IMpPO-
JmdepaTUBHbBIX OITYXOJIell CeTYaTKU, XOPUOUAAIbHOMI
remaHruoMsl [21—23]. HecMoTps1 Ha HajMuue OmbITa
npuMeHeHus bT B ieueHUMM BHYTPUTIIa3HBIX OTTYXOJIEH,
BJIUTEPATYPE BCTPEUAIOTCS JIUILb €IMHUYHBIE TTyOIMKa-
111U, TTOCBsLIeHHbIe ledeHUIo KI' ceTyaTKu ¢ MoMoliibIo
aToro Meroza [24—26].

HEJIBIO HacToseit paboTsl SIBUJIACh OlLlEHKA
a(pdekTUBHOCTU JieueHusl 1 ociaoxHeHuit BT npu KI'
CETYaTKU.

MATEPUAJII 1 METO/IbI

PeTpocnekTHBHO TpoaHaIM3MpPOBaHA MEIUIIMH-
cKasl foKyMeHTauus 18 mauuenToB (18 riia3), KoTopbiM
B1iepuog ¢ 2005 mo 2014 r. BKIIOYUTEBHO B OTACICHUN
odraabMooHKoJ0ruu U paguoorun MHWU rna3zHbix
0ose3Heilt um. I'eibMrobLa AJ1s1 TOKAJILHOTO pa3pyliie-
Hus KI' 6buta mpoBeneHa bT.

Cpennuii Bo3pacT nauueHTon, 11 (61,1 %) xeH-
wrH u 7 (38,9 %) myxuuH, BapbupoBaj ot 11 1o 53 et
(BcpenHeM 29,0 & 13,9 roga). MOHOKYJISIpHBII XapakTep
nopaxkeHust Hadmogancsa y 8 (44,4 %) nauneHToB, Ou-
HoKyJsIpHBIN — y 10 (56,4 %) natventos. B 12 (66,7 %)
ciaydasix KI' cetyarku ObUIM acCOLIMMPOBAHBI ¢ 00IE3-
Hbto ['mnnesnss — JInHpgay, KoTopasi XapakTepu30oBajiach
HaJIW4YMeM y TallMeHTOB TaKUX CUCTEMHBIX TPOsIBIIe-
HUI, KaK TeMaHTH00J1acTOMa MO3KeUKa WM CITMHHOTO
Mo3ra, (heoXpoOMOLIUTOMA, KapIIMHOMA WJIN KUCTHI IO~
JKEJTYIOYHOM KeJae3bl, KUCTHI TTedeHn. UMennch Takke
aHaMHECTUUYeCKMe JaHHBbIe O HACIEeICTBEHHOM Xapak-
Tepe 3abosneBanus. B 6 (33,3 %) ciydasix oTMe4anoch
cnopaguueckoe BosHuKHoBeHue KI' ceTuaTku.

Bcem nanyeHTaM npoBeAeHO CTaHAapPTHOE O(TaIb-
MOJIOTMYeCcKoe o0cieoBaHNEe, BKIIOYAIOIee BU30OMe-
Tputo (0€3 KOPPEKLIMU, C MAKCUMaJIbHOU KOPPEKILIneit),
TOHOMETPUIO, IMIEPUMETPUIO, OMOMUKPOCKOIINIO, O(p-
TaabMOcKonuio. KpoMe Toro, NCImoab30BaIMCh TOIOI-
HUTEJIbHBIE METOIBI UCCIeI0BAaHUS: (DIIOOpeCIIeHTHAS
aHrvorpacdus II1a3HOTO JTHA, ONTUYECKast KOrTepeHTHas
ToMorpadus, yJIbTpa3ByKoBoe B-ckaHupoBaHue, B psiie
cIyJaeB — OYTJIEKCHOE CKaHWPOBaHUE.

OctpoTa 3peHus MopaXKeHHOTo IJ1a3a 10 Havasa Jie-
yeHus1 Haxoauuack B mpeaenax ot 0,01 mo 1,0 (B cpenHeM
0,44 £ 0,44). I1pu arom y 3 (16,7 %) 6OJIBHBIX OCTPOTA
3peHUs Ha TTapHOM TJ1a3y Oblja paBHA HYJIIO U3-3a MPO-
rpeccupoBanus KI' 1 pa3BuTus TOTaJbHOU OTCIOMKU
CETYATKU.

6 Posib bpaxutepanviv B 1€4eHNn
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PasMmepbl onyxoyid ObLIM CACAYIOIIMMU: MPO-
MmuHeHLus — oT 1,0 go 5,0 MM (B cpeaHeMm 2,5 = 1,2),
JuaMmeTp ocHoBaHus — oT 2,0 1o 12,5 MM (B cpenHem
7,6 £2,8).

Panee, no BT B 5 (27,8 %) mi1a3ax mpoOBOAMINCH
ceaHchl tazepHoit koaryistiuu KI' atakxke B2 (11,1 %)
rjla3aXx — OrpaHMUYMTEIbHAS JIa3epHasl KOarysuus HO-
BOOOpa30BaHMUSI.

B xauecTBe pammMoakKTUBHOTO MCTOYHMKA TMPU
BT y 14 GobHBIX UCITOJB30BaHbI CTpOHLIKEBBIE (P°ST)
ny 4 — pyrenuesnsie ('Ru) odraaibMoanimKaTophl.
Bcero nposedyeHo 19 onyxojieBbIX 04aroB, KOTOpPbie
JIOKAJIM30BaJIUCh Ha CpelHeil 1 KpaliHel mepudepuu.
J03bl MOHU3UPYIOIIETO U3TYYECHUsI COOTBETCTBOBAIHU
CTaHIAPTHBIM 3HAYEHUSM IS KaIMWLISIPHBIX HOBOOO-
pa30BaHMIi: Ha BEPXYLIKE OIMYXO0JIH ITpHU *°Sr-anrimkaTo-
pax — 190,2 £ 42,1 (116-276) I'p, npu '°°Ru-
anrmmnkatopax — 91,4 + 33,0 (91—121) I'p. Cpenusis
IMOBEPXHOCTHAs J03a pu *'Sr-aInrimKaTopax COCTaBIs-
1a770,90 = 121,99 (560—977) I'p, npu '"*Ru-anruiMkaro-
pax — 697,1 £ 145,1 (482,3-790) I'p. Cpoku Ha-
Os10IeHUsT MOC/Ie JOKAJbHOTO 00JIyuUeHUs] COCTaBUIIU
ot 1 mec 10 3 JeT.

PE3VYJIBTATBI 1 OBCYXKJIEHUE

Ilo naHHBIM KIIMHUYECKUX U MHCTPYMEHTAIbHBIX
Mcce10BaHMi BBIABIEHO, 4TO B 55,6 % (10 m1a3) ciayya-
eB KI' cetuaTku Jjokann3oBajach B HUXKHEM BUCOUYHOM
KkBajapaHte, B 33,3 % (6 rj1a3) — B BepXHEM BUCOYHOM
KBajpaHTe, B 5,6 % (1 m1a3) — B BepXHEM HOCOBOM
KBaapaHTe U B 5,6 % (1 r1a3) — B HUXKHEM HOCOBOM
KBaJpaHTe.

B 3 (16,7 %) cnyuasix KI' ociioxHsiiach pacipo-
CTPAaHEHHOU 3KCCYIAaTUBHOM OTCJIOMKONM CE€TYaTKHU, B
8 (44,4 %) — NOKaJIbHOM OTCIOMKOM CETYATKU B 30HE
oryxosu. [Tpy 3ToM B r71a3ax ¢ OTCI0MKOM CETYaTKU IIPO-
muHeHOus KI' cocrapnsina B cpendeM 2,90 £ 0,97 mwm,
JuameTp ocHoBaHusa — 8,5+ 2,5 M. B7 (38,9 %) riazax
B 30He Jjokanu3aiuu KI' BbIsiBIEH TaKKe SIUpPeTUHab-
HBI (pUOPO3 pa3IMUHON CTEIEHU BHIPAXKEHHOCTH, B
5 (27,8 %) rinazax — MakyJisipHasl SIKpPeTUHAIbHAs
MeMOpaHa. Bo Bcex ciiydasix oTMedanaoch OTI0XKEHUE
TBEPIOT0 SKCCYAaTa pa3aMnIHO CTENIEHU BHIPAXKEHHOCTHU
B pa3HbIX CEKTOPaX IJIa3HOTro IHa, Ipu 3ToM y 5 (27,8 %)
OOJIbHBIX BBISIBJIEHO MACCMBHOE OTJIOKEHME DKCCyaaTa B
MaKyJIsIpHOU 30He. MaKyJISIpHbI OTEK IMarHOCTUPOBAaH
tosibko B 2 (11,1 %) rnasax.

ITocne npoBenenHoit bT, koTopas maunaach
oT 48 1o 96 4, Ha MOMEHT BBIIIMCKU (B CpeIHEM —
12-e cyTKM) Ha Tj1a3HOM AHE O(MTaJIbMOCKOIIMYECKHU
ONpelesINCh TIPU3HAKA OCTPOM JIy4EBOM peaklvu B
BHUJE OTeKa TKaAHU OIyXOJIM M OKpYXKalolleil ceTyaT-
KM, a TaKXXe JIOKaJbHbIE MMPe- U UHTPapeTUHAIbHBIC
remopparuu. Kpome toro, B 3 (16,7 %) rnasax orMeva-
JIOCDH TIOSIBJIEHUE OTCJIOMKM CETYATKM B 30HE OIMYXOJIH,
aB5 (27,8 %) rinasax yBeJIMueHUE paHee CyLIECTBYIONICH
otcioiiku. B onHoM (5,6 %) ciyuae B IiepBbIe 5 CYT IIOCTIE
BT Bo3HMK YaCTUYHBII reMO(TaabM.

ITpu BbINUCKE U3 CTallMOHapa BCEM MallMeHTaM Ha-
3Hayajach reMoCcTaTU4ecKas v MpOTMBOBOCHAJIUTEIbHAS
Tepanus.

ITo naHHBIM yJILTPA3BYKOBBIX METOJ0B MCCJIEI0BA-
HUS OTMEYaJIOCh MOCTENEHHOE YMEHbIIIEHUE Pa3MEPOB
KT, 3anycTteBaHue COOCTBEHHBIX COCYAOB OIIYXOJIU
(puc. 1).

KivHuuecku npusHakamu cTabuivM3alUy Ia-
TOJIOTUYECKOTO Tpollecca SBISJIUCH: (GOPMUPOBaAHUE
IJIOCKOTO MOCTJYY€BOTO XOPUOPETUHAIBHOTO pyOIia
WIX CTaOMJIbHASI IPOMUHEHIIMSI HOBOOOpa3oBaHUsI Oe3
MPU3HAKOB BKCCYIaTUBHOU aKTUBHOCTU. I TUTETbHOCTD
(opMUpPOBaHUSI XOPUOPETUHAIBHOIO pyOlla Ha MECTe
OIYXOJIU B cpeaHeM cocTabBisiia 11,3 + 7.4 mec, uto
MpPEeBbILIAET Pe3yJIbTaThl, NIPEJCTABIEHHBIE B 3apy0OexK-
HbIX TTyoauKaumsx [24, 25]. JlaHHOe pa3iuyue MOXET
OBITH CBSI3aHO ¢ OosibliMMU pa3mepamu KI' ceTyatku
U TIPEXJe BCEro ¢ OOJIbIIUM AMaMEeTPOM OCHOBAHMUS.
B Hamem HaOmoaeHun Hanbosee ObICTphIit perpecc KIT
(mo 3 mec) HaOmomanacs Npu pasmepax odpa3zoBaHUsI
1,2 MM B TIPOMMHEHLIMU U 5,2 MM B IaMETPE OCHOBAHUSI.
B 5 (27,8 %) rnazax KI' ceTuaTku OCTaBaJliCh aKTUBHBI
nociie 12 Mmec HaOMIONEHUST, YTO MOXKET OBITh CBSI3aHO C
OOJIBIIIMMU pa3MepaMu OIyXOJIU, KOTOPbIE 10 JIEUYEHUS
COCTaBJISLIU B cpenHem 3,7 £ 1,3 MM B IPOMMHEHIIMU U
7,9 £ 1,4 MM B OCHOBaHUM.

B cpoxu Ha6moaenust 1o 3mecy 13 (72,2 %) nauu-
€HTOB OTMEYaJI0Ch CTUXaHKUE OCTPOM JIYYEBOU PEAKIIMU.
B 8 (44,4 %) rnasax HabJIIOOAIOCh YMEHBIICHUE WK
MOJIHAS PE30POLIMSI AKCCYIAaTUBHOM OTCIOMKY CETYATKU.
OnHako y 5 (27,8 %) nauueHTOB pa3BUBILASICS BbIpa-
>KeHHasl JiydeBasl peakiuusl prBesia K BOSHUKHOBEHUIO
B MOCJIEONEepallMOHHOM TNEpUOJIe TOTAILHOM IKccyna-
TUBHOI OTCJIOMKM ceTYaTKu (4 riasza) Uin TOTAIbHOIO
peuuauBupyooliero remodraibma (1 rasz). B onHom
cllyyae OTC/IoiKa ceTyaTkKu UMeJia 9KCCyIaTUBHO-TEMOP-
paruyeckuii xapakrep. B riazax ¢ Takoil BeIpaxkKeHHOMN
CTEMNEHbIO KCCYIATUBHOM aKTUBHOCTU HAMU ObLIIU OT-
MeudeHbl 0oJibire pa3mepbl KI' ceTuaTku u rpeskie BCero
MPOMUHEHLIMY 00pa30BaHMsl, KOTOpasi B CpeaHeM ObLiia

7,6

6,8

4,2 == [poMUHEeHLUA

Luametp
OCHOBaHWA

2,5

Jlo neuenna Yepes 3 mec Yepes 6 mec Yepes 12 mec  Yepes 24 mec

Puc. 1. OuHamuka pasdmepos KN (MM) B pasnuvyHble CPoku Habio-
OEeHVs.

Fig. 1. Dynamics of the size of retinal capillary hemangiomas (mm)
in different observation periods.
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paBHa 3,9 £ 0,9 mm. B To xe Bpemst npomuHeHuust KI
CeTYaTKU MalMEHTOB, Y KOTOPbIX K 3 MEC OTMEYaaoch
CTUXaHUWeE JIYyYEBOI peakilMu, COCTaBJIsJla B CpeiHEM
2,6 £ 1,2 mm. Y 3 13 5 manmeHToB g0 nposeaeHust bT
oTMeuajlach TaKXKe JJOKaJabHasl WM paclipoCTpaHEHHas
OTCJIoliKa ceTyaTKu. B JaHHbBIe CpOKM HAOII0ACHUS
y 3 (16,7 %) GOJNIbHBIX 3HAYUTEIIBHO YBEJIMUMUIOCH KO-
JIMYECTBO TBEPJbIX 9KCCYIATOB B 30HE JIOKAIM3ALUU
OIyXOJI1, @ Y OJTHOTO M3 HUX OTMEYaJIOCh MAaCCUBHOE
OTJIOXKEHHUE dKCCyAaTa B MAKYJISIPHOM 30HE.

B cpoku oT 6 Mec 10 roga y BCex IMallMeHTOB
(5 r1a3) ¢ BbIpaKeHHOM JIy4eBO peakiiieil pa3Bujiach
HeoBacKyJisipHas riiaykoma. Bo3HUKHOBEHUE TaHHOTO
OCJIOXKHEHMS CBSI3aHO C JJIUTEJIbHBIM COXpaHEHUEM
MOCT/JyY€BOTO BOCHAJIEHUS U UILIEMUU, PA3BUTUEM
JIy4€BOTO BaCKYJIUTA, YTO IPUBOJUT K HAPYILIEHUIO KPO-
BOCHAOKEHMSI, TUIIOKCUM OOJIydEHHOI U OTCIOCHHOM
TKaHU CeTYaTKH, a B KOHEYHOM UTOre — K Pa3BUTUIO
HEOBaCKyJIsipu3alvu. Y OJHOW MalMeHTKU MOCIeay-
[olllee pa3BUTHE TEPMUHAJIBbHON OOJISIIIEH IJ1ayKOMbI
MPYBEJIO K 3HYKJIealluy IJ1a3Horo s16;10ka. Kpome toro,
B3 (16,7 %) ria3ax HaG/0AaIaCh OTC/IOMKA CeTUATKU 0e3
pacnpocTpaHeHMs] Ha MaKyJISIpPHYIO 30HY, KOTOpasi Co-
XpaHsJ1aCh Ha MPOTSXKEHUU BCETO NEPUO/Ia HAOIIOACHUS,
HECMOTpPS Ha PErpeccuio OoInyxoju u GopMHUpOBaHUE
IUIOCKOI'O XOPMOPETUHAIBHOrO pyo1ia. B mTaHHbBIX CiTy4a-
SIX 3TO MOXKHO OOBSICHUTh 9KCCYIaTUBHOM aKTUBHOCTBIO,
xapaktepHoii i1 KI' ceTyatku, KoTopasi IpUBOIUT K
U3MEHEHUIO CTPYKTYPbl CTEKJIOBUIHOTO Tejaa u ¢dop-
MUPOBAHUIO SMUPETUHAIBbHBIX MEMOpaH C Tpakiiuei
ceruatku [4, 27].

OcrnoxHeHHas KaTapakTa B CpOKU HaOJII0aeHUS
oT 6 Mec 10 roja pasBwiach y 4 (22,2 %) maiyeHToB.
B cpoxu oT roga 10 2 €T 4ucio O0JIbHBIX C OCIOXKHEH-
HOM KaTapaKTOM pa3jIMYHOM CTENEHU BBIPAXXKEHHOCTU
yBeIMumIoch 10 12 (66,7 %) yenosek. B2 (11,1 %) rnazax
BbISIBJIEHA TAKKE HEMPOPETUHOIIATUS U B OJJHOM CJIyvyae
nosiBuiach HoBast KI' ceTuaTku, KoTopasi OCJI0XKHWIACh
MaKyJISIPHBIM OTEKOM.

B pesynbrare aeyeHusI CTaOMIM3al UM ITaTOJIOTAYe-
CKOTO mpoliecca yaanoch foctudb B 13 (72,2 %) rnasax.
JnHaMuKa 3pUTeNbHbIX (PYHKIIMIA ITOC/Ie IPOBEAEHHOTO
JIeYeHHUs NpejicTaBIeHa Ha PUCYHKE 2.

MakcuMalibHO€ CHUXXEHUE KOPPUTUPOBAHHON
OCTPOTHI 3peHUsI HAOII0AaeTCsl B IIepBble 3 MeC I10-
ciie 3aBepiieHus1 BT, 4To ObLIO CBSI3aHO C pa3BUTHUEM
TOTaJIbHOM OTCJIOMKHU CeTyaTKu, reModTajibma, Mac-
CUBHBIM OTJIOXKEHUEM TBEPIOTO dKCCyaaTa B MaKy-
JIsIpHOI 30He. TeHaeHLMs K faJlbHelIleMy CHUKEHUIO
OCTPOTHI 3pEHUS TMPOCEXKUBAIACH 10 KOHIIA CPOKOB
HaO10IeHUS] MALIMEHTOB, YTO, IOMUMO Pa3BUBILIEHCS
KaTrapakTbl U HEUPOPETUHOIATUM, CBI3aHO C UMEBILIU -
MUCS 10 JIeYeHUS] U3MEHEHUSIMU MaKYJSIpHOUW 30HBI,
KOTOpbI€ B psifie cllyyaeB nporpeccupoBaiu. Tak,
B4 (22,2 %) rinazax OTMEUYEHO YCUJICHUE SIIUPETUHAIIb-
Horo (prbpo3a B MaKyIsipHO# 30He, B 3 (16,7 %) rna3ax
pPa3BUTUE BTOPUYHOU LIEHTPAJIBbHON XOPUOPETUHAJb-
HOM aucTpoduu.

0,5
045 0,44

0,4

0,34

0,35 0,33 029

03 L

\9,25

0,25 &

0,2
0,15

0,1
0,05

0 T T T T T

Jlo neveHna Yepes 3 mec Yepes 6 mec Yepes 12mec Yepes 24 mec

Puc. 2. [lnHamunka OCTPOTbI 3peHUsI B TeHeHWe Neproaa HabnoaeHus.
Fig. 2. Dynamics of visual acuity during observation period.

SAKJIIOYEHUE

ITpumenenue metona bT B neyenun KI' ceTuatku
MO3BOJISIET B OOJIBIIMHCTBE ciiydaes (72,2 %) noburbcs
YJIOBJIETBOPUTEJbHOTO aHATOMUYECKOTO PE3YJIbTaTa, KO-
TOPbIM 3aKJTII0YAETCS B IOCTENIEHHOM PErpeCcCrUM OITyXOInU
¢ (hopMUpPOBaHUEM XOPUOPETUHAILHOTO pyoLa. OnHaKO
JKeJIaeMOTO BBICOKOTO (PYHKIIMOHAJbHOTO pe3yJjibTaTa
yIaeTcsl 10CTUYb B OCHOBHOM IpY MaibiX pa3zmepax KI'
CETYATKHU U TIPEXKJIe BCEr0 MPOMUHEHIIMM O0pa30BaHus.
B cinyuae 6onbminx KI', o0co0eHHO OCJIOXKHEHHBIX OT-
CJIOMKOW CeTyaTKM, pe3yJbTaThl JEYEHUS MOTYT ObITh
HEYJIOBJETBOPUTEbHBIMU, TTOCKOJbKY UMEETCS BbICO-
KM PUCK Pa3BUTHUS B IMOCJIEONEPALUOHHOM MEPUOJIE
JIy4EBOM peakluu, COIPOBOXAAIOIIECHCSI MAaCCUBHOM
SKCCyAalMel U NPpUBOISALIECH K TOTAJIbHOM OTCJIONKE
CETYaTKU, PA3BUTHIO HEOBACKYJISIPHOM IJ1ayKOMBI U MOJI-
HOM yTpaTe 3pUTeIbHBIX (PYHKIINMIA, a B KpallHUX CIIydasix
K IoTepe ra3a kak opraia. Kpome Toro, B psijie ciiyuyaen
MNPy JOCTUXEHUU MOJOXUTEIHbHOTO aHATOMUYECKOTO
pe3yJbTaTa uMerlmrecs a0 nposeneHust bT uameHeHus
CEeTYaTKW B MaKyJISIDHOI 30HE HE IMO3BOJISIOT 1OCTUYb
CYILIECTBEHHO JIyUIlIUX TOKa3aTejieil OCTPOThl 3peHMUS,
a B OTIQJIEHHbIE CPOKU HAOJIIOJAEHUS BO3MOXHO J1aXe
CHUXKEHHME 3pUTENIbHBIX (PYHKIIMI 13-3a TTPOrpeccrupo-
BaHUsI U3BMEHEHUI B MaKyJie.

Takum 06pa3oM, ¢ LIeJIbI0 CHIKEHMS TTocJieoIepa-
HMOHHBIX ocioxHeHuit BT npu neyenun KI' cetuarku,
MOBBILIEHNS YPOBHSI (PYHKIIMOHAJIBHOTO pe3yJibTaTa 1
YIOBJETBOPEHHOCTU MM MAlIMEHTA HEOOXOIMMO ITPOBO-
JIUTH TIIATEJIbHbIN IpeIonepalliOHHbIN OTOOp C y4eTOM
WCXOAHOIO PETUHAIBHOTO CTaTyca.

KongMKT MHTEpecoB: OTCYTCTBYET.

IIpo3pavHocTb (PMHAHCOBOII AEATETHHOCTH: HUKTO 13
ABTOPOB He uMeeT (PMHAHCOBOM 3aMHTEPECOBAHHOCTH B
MpeACTaBICHHBIX MaTepUaiax WIK METOAAX.

Jlumepamypa/ References

1. Sanfilippo P., Troutbeck R., Vandeleur K. Retinal angioma associated
with von Hippel — Lindau disease. Clinical and Experimental
Optometry. 2003; 86: 187—91. doi:10.1111/j.1444-0938.2003.
tb03102.x

8 Posib bpaxutepanviv B 1€4eHNn
KanuanspHbIX reMaHrMoM ceT4aTki

Poccuiickmii ogptarbmonormueckmin xypHas, 2018; 3: 5-10



Latif F., Tory K., Gnarra J., et al. 1dentification of the von Hip-
pel — Lindau disease tumor suppressor gene. Science. 1993; 260:
1317-20. doi:10.1126/science.8493574

Singh A.D., Shields C.L., Shields J.A. von Hippel — Lindau disease.
Surv. Ophthalmol. 2001; 46 (2): 117—42. https://doi.org/10.1016/
S0039-6257(01)00245-4

Chew E.Y. Ocular manifestations of von Hippel — Lindau disease:
clinical and genetic investigations. Trans. Am. Ophthalmol. Soc.
2005; 103: 495511

Lonser R.R., Glenn G.M., Walther M., et al. von Hippel —
Lindau disease. Lancet. 2003; 361 (9374): 2059—67. https://doi.
org/10.1016/S0140-6736(03)13643-4

Webster A.R., Maher E.R., Moore A.T. Clinical characteristics of
ocular angiomatosis in von Hippel — Lindau disease and correlation
with germ line mutation. Arch. Ophthalmol. 1999; 117 (3): 371-8.
doi:10.1001/archopht.117.3.371

Chan C.C., Chew E.Y., Shen D., Hackett J., Zhuang Z. Expression
of stem cells markers in ocular hemangioblastoma associated with
von Hippel — Lindau (VHL) disease. Mol Vis. 2005; 11: 697—704.
Neumann H.P., Wiestler O.D. Clustering of features of von
Hippel—Lindau syndrome: evidence for a complex genetic locus.
Lancet. 1991; 337 (8749): 1052—4. https://doi.org/10.1016/0140-
6736(91)91705-Y

Webster A.R., Maher E.R., Bird A.C., Gregor Z.J., Moore A.T.
A clinical and molecular genetic analysis of solitary ocular angioma.
Ophthalmology 1999; 106 (3): 623—9. https://doi.org/10.1016/
S0161-6420(99)90127-6

Huang C., Tian Z., Lai K. et al. Long-term therapeutic outcomes
of photodynamic therapy-based or photocoagulation-based
treatments on retinal capillary hemangioma. Photomed. Laser
Surg. 2018; 36(1): 10—7. doi:10.1089/ph0.2017.4296

Koon C-H., Keunmens I'. DmoopeciieHTHast aHruorpadusi B iua-
THOCTHMKE MaTojoruu riaasHoro aHa. Hepoes B.B., Psa6una M.B.,
pen. Mockasa: Peiitap, 2005

Koen S-1., Kvintel’ G. Fluorescence angiography in the diagnosis
of fundus pathology. Neroev V.V., Ryabina M.V., eds. Moscow:
Reytar; 2005 (in Russian)

. Singh A.D., Nouri M., Shields C.L., et al. Treatment of retinal

capillary hemangioma. Ophthalmology. 2002; 109: 1799—806.
http://dx.doi.org/10.1016/S0161-6420(02)01177-6

. Suh C.S.,JinS.Y., Bae S.H., Kim C.G., Kim J.W. Retinal capillary

hemangioma treated with verteporfin photodynamic therapy and
intravitreal triamcinolone acetonide. Korean J. Ophthalmol. 2007;
21 (3): 178—84. https://doi.org/10.3341/kjo.2007.21.3.178
Gauthier D., D’Amico D.J., Mukai S. von Hippel—Lindau disease.
Int. Ophthalmol. Clin. 2001; 41: 173—87

. Schmidt D., Natt E., Neumann H.P. Long-term results of laser

treatment for retinal angiomatosis in von Hippel — Lindau disease.
Eur. J. Med. Res. 2000; 5 (2): 47—58

17.

18.

19.

20.

21.

22.

23.

24.

25.

26.

27.

Blodi C.F., Russell S.R., Pulido J.S., Folk J.C. Direct and feeder
vessel photocoagulation of retinal angiomas with dye yellow
laser. Ophthalmology. 1990; 97 (6): 791—7. doi:10.1016/S0161-
6420(90)32509-5

Kreusel K. M., Bornfeld N., Lommatzsch A., Wessing A., Foerster M. H.
Ruthenium-106 brachytherapy for pe ripheral retinal capillary
hemangiomas. Ophthalmology. 1998; 105 (8): 1386—92. https://
doi.org/10.1016/S0161-6420(98)98017-4

Caaxsn C.B., [lanmeneesa O.1I., lllupuna T.B. OuieHKa BEKUBae-
MOCTH OOJIbHBIX YBEATBbHOU MeJTaHOMOM MOC/IE OPraHOCOXPAHHOTO
JleYeHus ¥ dHyKieanuu. Poccniickuii opTasbMoI0rnuecKuit
kypHai. 2011; 4 (1): 67-70

Saakyan S.V., Panteleeva O.G., Shirina T.V. Evaluation of survival
of patients with uveal melanoma after organ-preserving treatment
and enucleation. Russian ophthalmological journal. 2011; 4 (1):
67—70 (in Russian)

Stannard C., Sauerwein W., Maree G., Lecuona K. Radiotherapy
for ocular tumors. Eye. 2013; 27 (2): 119-27

Shields C.L., Shields J.A., Cater J., et al. Plaque radiotherapy for
uveal melanoma: long — term visual outcome in 1106 consecutive
patients. Arch. Ophthalmol. 2000; 118: 1219—28. doi:10.1001/
archopht.118.9.1219

Shields C.L., Shields J.A., De Potter P., et al. Plaque radiotherapy in
the management of retinoblastoma. Use as a primary and secondary
treatment. Ophthalmology. 1993; 100 (2): 216—24. https://doi.
org/10.1016/S0161-6420(93)31667-2

Anastassiou G., Bornfeld N., Schueler A.O., et al. Ruthenium-106
plaque brachytherapy for symptomatic vasoproliferative tumours
of the retina. Br. J. Ophthalmol. 2006; 90 (4): 447—50. https://doi.
org/10.1136/bj0.2005.081422

Turaka K., Turaka A., Koneru B.N. Role of radiation therapy for
choroidal hemangioma: a brief review. J. Clin. Res. Ophthalmol.
2016; 3 (1): 18—22. doi: 10.17352/2455-1414.000030

Kreusel K. M., Bornfeld N., Lommatzsch A., Wessing A., Foerster M. H.
Ruthenium-106 brachytherapy for peripheral retinal capillary
hemangioma. Ophthalmology. 1998; 105 (8): 1386—92. https://
doi.org/10.1016/S0161-6420(98)98017-4

Russo V., Stella A., Barone A., Scott I.U., Noci N.D. Ruthenium-106
brachytherapy and intravitreal bevacizumab for retinal capillary
hemangioma. Int Ophthalmol. 2012; 32 (1): 71-5. doi: 10.1007/
s10792-011-9513-1

Balazs E., Berta A., Rézsa L., Kolozsvari L., Rigé G. Hemodynamic
changes after Ruthenium irradiation of Hippel's angiomatosis.
Ophthalmologica. 1990; 200: 128—32. doi: 10.1159/000310093
Grossniklaus H.E., Thomas J.W., Vignesavaran N., Jarrett W.H.
Retinal hemangioblastoma: a histologic, immunohistochemical,
and ultrastructural evaluation. Ophthalmology 1992; 99 (1): 140—5.
https://doi.org/10.1016/S0161-6420(92)32024-X

IToctynuna: 20.02.2018

Poccuiickmii ogptarbmonormueckmii xypHaa, 2018; 3: 5-10

Posib bpaxutepaniv B 1€4eHNn 9
KanuaisipHbIX reMaHrMoM ceTyaTki



The role of brachytherapy in the treatment of retinal capillary hemangiomas
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Purpose: to evaluate the efficiency of brachytherapy treatment in capillary retinal hemangioma and the emerging com-
plications. Material and methods. Between 2005 and 2014, 18 patients with capillary hemangioma of the retina (11 females
and 7 males, mean age 29 = 13.9 years) were treated, 8 patients had monocular and 10 patients had binocular lesion. In
12 cases, capillary hemangioma of the retina was associated with Hippel — Lindau disease, in 6 cases a sporadic tumor ap-
peared. *°Sr and '’ Ru ophthalmic applicators were used. In 7 eyes, brachytherapy was preceded by laser coagulation. After
local irradiation, the patients were followed up for 1 month to 3 years. Results. The pathological process was stabilized in
13 eyes. 5 eyes, no later than 3 months after the procedure, developed a severe radiation reaction, total retinal detachment,
and recurrent hemophthalmos, which later, after 6 months or more, led to the development of neovascular glaucoma. In
one case, the eye had to be enucleated due to terminal painful glaucoma. In 3 eyes despite tumor regression, retinal detach-
ment persisted over the follow-up period, although the macular area remained unaffected. Complicated cataract (12 eyes),
neuroretinopathy (2 eyes), appearance of new capillary hemangiomas (1 eye), increased epiretinal fibrosis (4 eyes), and
secondary central chorioretinal dystrophy (2 eyes) were observed over the period of up to 2 years. Conclusion. In most cases,
brachytherapy of retinal capillary brings about a satisfactory anatomical result. However, in order to reduce postoperative
complications and improve the functional result, a thorough preoperative selection of patients is needed, which should take
into account the initial retinal status.

Keywords: retinal capillary hemangioma, von Hippel — Lindau disease, brachytherapy, retinal detachment.
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