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AHHOTALIMA

MpOrHO3 M3HM MaLMEHTOB C reHEeTUYECKOW NaTonorven 3aBUCKUT OT B3aMMOAENCTBUS CMeLManuCcToB U3 pasHblx obna-
cTeil MeOMUMHbI 4115 CBOEBPEMEHHOTO BbISIBIEHUS U Bblbopa TaKTMKM nedenus. [lceBAoKcaHTOMa anacTuyeckas (CuH-
ApoM lpeHbnapa — CtpaHabepra) — HacneAcTBeHHOe 3aboneBaHue, NMpU KOTOPOM MOPAXaloTCA 3MacTUYECKUE BOJIOK-
Ha KOXM, KapAMOBACKyNsApHasa cUCTEMaA M CeTdyaTKa rnas. KnuHuueckue nposiBNEeHUS: U3MEHEHUS KOXKU NpU CUHLPOMe
[peHbnapa — CtpaHabepra npefcTaBieHbl NAOCKMMU KCAHTOMATO3HbIMU Y3efKaMmu KenTtoBatoro ugeta. CepaeyHo-co-
CYOMCTBIMU MPOSIBNEHMAMN MCEBAOKCAHTOMbl 3M1aCTUYECKOW NBNAKOTCA CTEHOKApAMS, CHUMEHWe NynbCOBOM aMmnu-
TyAbl, KapAMOMMONATUS, BHE3anHas CepAedyHas HeJOoCTaTOYHOCTb, YacTo npusogswas K cMeptu. Co CTOpPoHbI opraHa
3peHus: 0N paHHUX CTagui TUMWYHO NOSBNEHWE aHTMOMAHBIX MOMOC Kak pe3ynbTaT KanbUMOMKaLWMW 31acTUHECKUX
BOJIOKOH KanunnsipoB. [porpeccupoBaHme mpouecca NpUBOAMT K HEOBACKYNSpM3aLUM U KPOBOM3/MSHUAM U3 XOpUOKa-
nUANApoB, (OPMUPOBaHWI0 CYOPeTMHANbHOM HEeOoBACKYNSPHOW MeMbpaHbl (OBEONISPHOM JIOKanM3auuu, Bbi3blBAKOLLEN
CHUXeHMe 3peHus. [Ins no3pHMX CTafuin XxapaKTepHbl pybLoBble M3MeHeHWs. Tepanus 3aBUCUT OT CTafuW U CKOPOCTH
nporpeccupoBaHus 3abonesanns u apdektuBHa Ha |-l ctagusx (no Vivaldi). CobcTBeHHoe KnmMHMueckoe Habnioge-
Hue: Maument, 71 rof, HanpaBfeH Ha onepaTMBHOE JieyeHWe KaTapakTbl ¢ AuarHosoM «0U: CeHunbHas KaTapakTa,
0/Y IA n/B-bnokatopamu rnaykoma, cuapoM peHbnapa — CtpaHabepra». ObpaliaeT Ha cebs BHUMaHWe YHWKaNbHO
LNUTENbHbIA Nepuof, HabnoaeHus — 34 rofa, ¢ LOKYMEHTanbHO NOATBEPKAEHHBIMU JaHHBIMU MepBbIX 06cnesoBaHNi
ot 1989 r. n Bcex nocnepytowimnx. Ocobbiit MHTEpEC Bbi3biBAET HafMuMe COXPAHMUBLUENCA LOKYMEHTALMM HA pyKax y maum-
€HTa 3a BCe rofibl HabMoLeHNs, BKIIOYAKOLLME ANArHOCTUKY U JIEYEHME.

KnioyeBble cnoBa: cuHapoM [peHbnapa — CtpaHabepra; KoxkHble manynbl; ¢oBeonsipHas obnacTb; NceBAOKCaHTOMa
3N1aCTUYeCKas; aHMMOUAHbIE NOSIOChI; KCAHTOMATO3HbIe Y3esKK; CybpeTUHaNbHas HeoBaCcKyNApHas MeMbpaHa; NUrMeHHbIN
anuTenuii; MeMbpaHa bpyxa; aHTM-VEGF-Tepanus.
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ABSTRACT

The prognosis for the life of patients with genetic pathology depends on the interaction between specialists from different
areas of medicine for timely detection and selection of treatment tactics. Pseudoxanthoma elasticum (Grenblad-Strand-
berg syndrome) is a hereditary disease in which elastic fibers of the skin, the cardiovascular system and the retina are
affected. Clinical manifestations: skin changes in Grenblad-Strandberg syndrome are represented by flat xanthomatous
nodules of yellowish color. Cardiovascular manifestations of pseudoxanthoma elasticum are angina pectoris, decreased
pulse amplitude, cardiomyopathy, sudden heart failure, often leading to death. Eye disorders occur in stages. For the early
stages, the appearance of angioid streaks is typical, which appear as a result of calcification of elastic fibers of capillaries.
The progression of the process leads to neovascularization and hemorrhages from the choriocapillaries, the formation of
a subretinal neovascular membrane of foveolar localization, causing a decrease in vision. The late stages are characterized
by scarring. Therapy depends on the stage and rate of progression of the disease and is effective at stages I-Il (according
to Vivaldi). Own clinical observation: Male patient, 71 years old, referred for cataract surgery with the diagnosis “Both eyes:
Senile cataract, open-angle glaucoma, (stage | a, under beta-blocker therapy), Grenblad—Strandberg syndrome”. Atten-
tion is drawn to the long observation period — 34 years, with documented data from the first examinations in 1989 and
all subsequent ones. Of particular interest is the availability of preserved patient documentation for all years of follow-up,
including diagnosis and treatment.

Keywords: Grenblad-Strandberg syndrome; skin papules; foveolar region; pseudoxanthoma elastic; angioid streaks;
xanthomatous nodules; subretinal neovascular membrane; pigment epithelium; Bruch’s membrane; anti-VEGF therapy.
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KIMHVHECK A CITYYAN

AKTYAJIbHOCTb

MporHo3 m3Hu 1 3PHEKTMBHOCTL Tepanuy NauueHToB
C FeHETMYECKON MaToNorvel HanNpAMylo 3aBUCAT OT B3auMO-
LEe/CTBUSA CNELManMCcToB 13 pasHbx 061acTen MeavLMHbI AN
CBOEBPEMEHHOT0 BbISIBNIEHNS W BbIDOpa afieKBaTHOM TaKTUKM
neyeHus.

MceBpokcaHToMa anactuyeckas (K3, cunppom [pew-
bnapa — CtpaHabepra) — HacnefcTBeHHoe 3aboneBaHue,
Mpy KOTOPOM MOPAATCA 3MacTUYECKUE BOJIOKHA KOXM,
KapAMOBaCKynspHas cucTeMa M cetyatka rnas. Pacnpo-
cTpaHénHocTb K3 coctasnset 1:25000-100000, tvn Ha-
CNefoBaHUs — ayTOCOMHO-peLeccUBHbIA. 3aboneBaHue
CBA3aHO C MyTaumei Koposoro reHa ABCCé membpaHHOro
TpaHcnopTtHoro 6enka MRP6 xpomocombl 16p13.1 [1-6].
AT®-3aBucHMBIN 6enok-nepeHocunk MRP6 oTBeyaeT 3a ak-
TMBHOE BbIJENEHNE U3 KIIETOK HWU3KOMONEKYNSAPHbLIX MeTa-
60MTOB, KOHBIOTMPOBAHHbIX C FNYTaTUOHOM, YTO MPUBOAUT
K 00bI3BECTB/IEHMIO 3M1aCTUYECKUX BOJIOKOH. Bcnepcteue
KanbuM®MKaLmM 3nacTUYecKuX BOJIOKOH KPOBEHOCHBIX CO-
cynoB 6onbHbIM K3 Heobxoaumo msberatb TpaBM (oco-
BeHHO ronoBbl W/WMAKM rNas), orpaHMuMBaThL ynoTpebnexue
HECTEPOMHBIX NPOTUBOBOCNANMTENbHBIX CPEACTB M aHTU-
KOarynsHToB (TaK KaK NMOBbILLEH PUCK KPOBOM3MUSHWIA B CET-
YaTKy rnasa, Mo3r 1 JKenyA04YHO-KULLEYHbIX KPOBOTEYEHMIA).
HecmoTps Ha To yTo B nogasnsiolLeM 60MbLUMHCTBE CyyaeB
MaHU(ECTUPYIOT KOXHbIE MPOSBIEHNS, UMEHHO W3MEHEHWS
CO CTOPOHbI 1133 U CepLeYH0-COCYAMCTON CUCTEMBI OMpefie-
NS0T TAXKECTb UCXOL0B. VI3MeHeHMs co CTOpOHbI opraHa 3pe-
HWSA NpY AaHHOM CUHAPOME XapaKTepu3yHTCs aHrMOUAHBIMU
nonocamu, KOTOpble COOTBETCTBYKT paspbiBaM MeMOpaHbi
bBpyxa, BcneacTBUe pa3pyLUeHWs e€ 3nacTuyecKoro cos. 3a-
boneBaHus LieHTpanbHbIX OTAEN0B CETYATKU ABNATCA 3Ha-
YMMBIM (aKTOPOM pUCKa NOTEpU NPEAMETHOIO 3PEHUSA U UH-
Ba/MAM3aLMM NauueHTa TpypocnocobHoro Bospacta [6, 71.
[py 0BHapyeHUM aHTMOMIHBIX MOJIOC CETHATKU BaXKEH MyJlb-
TUAUCLMNIIMHAPHBINA MOAXOL, TaK Kak nofobHas odranbMo-
CKOMMYecKas KapTuHa MOXeT HabnoaaThCs Npu CUHAPOMAX
Jnepca — [laHnoca, MapdaHa, cepnoBULHOKIETOUHOW aHe-
Muw, bonesnu MNeayketa u ap. CBoEBPEMEHHO YCTaHOBIEHHbIN
[MarHo3 1 NatoreHeTUYecKy OpUEHTMPOBAHHOE JieYeHMe Ta-
KMX BOSIbHBIX MOBBILLAET LIAHCHI HA A/IMTENbHOE COXpaHeHue
3pUTENbHBIX QYHKLNIA.

WCTOPUYECKUE DAKTbI

3MeHeHUA KOXMK, XapaKTepHble ANs 31acTUYECKOMN NCeB-
LOKCaHTOMbI, BrepBble onucan QpaHLy3CKuin fepMaTtonor
D. Rigal B 1881 r. Mo3xe, B 1884 r., F. Balzer nposén rucro-
JIOTMYECKWEe UCCNIe0BaHNUA U3MEHEHHBIX KOKHBIX MOKPOBOB.
OpHaKo TepMUH «anacTuyecKas NnceBLoKCaHTOMax bbin BBe-
AEH apyrum uccnenoateneM, Ferdinand-Jean Darier, KoTo-
pbii cyMen auddepeHUMpoBaTh 3Ty NaTONOMMK OT 0BbIYHOV
KOXKHOW KcaHToMbl (kéntoi nanynbl) [8]. OdrtanbMonoru-
YecKue NpOSBIEHUS B BUAE KPOBOM3NIMSHWUA Ha 3afHEM
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MoJtoce, MPUBOAALUMX K MOABMEHUIO TEMHO-KOPUYHEBBIX
MW YEPHBIX MUTMEHTHBIX JIMHWIA U LUTPUXOB, BblmK BRep-
Bble 3adMKcmpoBaHbl odTanbMonoramm R.W. Doyne (1889)
1 0. Pflange (1892), a no3xe B CLUA l'epmaHom KHannom 6bin
NpeasIoKeH TEPMUH «aHrmomaHble nonocbl» [9]. B 1929 r.
LwBefcKue Bpauun, odtanbmonor 3ctep peHbnag n pepma-
Tonor [Ixeiimc CtpaHabepr, Bnepsble BbIABUIN CBSA3b MEKAY
aHruomgHsIMM nosiocamm 1 K3, n nossunock HasBaHne —
cuHapoM ['peHbriaga — CtpaHpbepra. TepMuH «anacTuyeckas
MCeBAOKCaHTOMax» B HACTOsILLee BPeMSA MCMOMb3YIOT B Kaye-
cTBe cuHonmMa [10, 11].

MMATOMOP®0J10r'A U NATOMEHE3

lVcTonaTonornyeckme MCCNefoBaHUA a3 € aHrmoua-
HbIMM M0I0CaMU MOMMUMO JIMHEWHbIX Pa3pbiBOB C uin 6e3
BpacTaHus GMBpPOBaCKYNAPHON TKaHU MOKa3anu 0BLIMPHYH
KanbuMduKaLmio 1 yTonweHe MembpaHbl bpyxa c npusHa-
KaMu YTOJILLIEHNS MEKKaNUANAPHBIX MOCTUKOB [12]. PocT du-
BpO3HOM TKaHU U3 XOPMOMLEMN BbI3bIBAET U3MEHEHME LIBETA,
pacluMpeHue W pa3MbiTe Kpaés cTpuit. PubpoBackynspHoe
BpacTaHue MOXeT MPUBECTM K CEpO3HOM W/WaM remoppa-
FMYECKOW OTC/OMKE MUrMEHTHOro 3nuTenus cetyatku [13].
B1aMMBIX U3MeHeHMI HEMPOCEHCOPHOI CETHYATKU Ha PaHHWX
cTagusx He Habniopaetcs. 3aTeM HauuHaeTcs aTpodus Xo-
PVOKaNUNASAPOB, MUTMEHTHOMO 3NUTENMs CeTYaTkn U doTo-
PeLenTopoB 1 YMeHbLUEHWE KONMYECTBA MUrMEHTHBIX FPaHys
B KJIETKax BONM3K cTpuii.

MeToz, ckaHMpYHoLLieli 3NEKTPOHHON MUKPOCKOMWUM U TUCTO-
XMMUYECKWME UCCNIEA0BaHWSA a3 NaLMeHTa C roMO3UrOTHOV
CEpMOBUIHOKIETOYHON aHEMUEN U aHTMOMAHBIMU MOI0CaMH
MOKa3asnu BbIpaXKeHHYI0 KanbLMbUKaLMIo U pa3pbiBbl MeMbpa-
Hbl Bpyxa. [pynna aBTopoB foKas3ana, YTo UMEHHO KanbLmdu-
Kauws, a He OCaX(AeHue enesa SB/AETCA OCHOBHbIM (aK-
TOpOM, BeJyLUMM K XpynKocTu MembpaHbl bpyxa y naumenTos
C reMoJIMTUYECKON aHeMWel U aHrMouaHbIMKU nonocamu [14].

M. Baccarani-Contri ¢ coaBTopamMu CMOMM 3afoKy-
MEHTUPOBaTb MPOLECC KanbUMUKaLMM W mocnenyioLien
(parMeHTaLMM 3N1acTUYHbIX BOJIOKOH. C MOMOLLbI0 UMMYH-
HO-3/TEKTPOHHOW MUKPOCKONUM [0Ka3aH NOBbILIEHHBIA 610-
CUHTe3 besika, HanpuMep BUTPOHEKTMHA, a TaKKe HaKomne-
HWe aHOMaJIbHbIX MAaTPUKCHBIX 6EMKOB C BLICOKUM CPOLCTBOM
K KanbLMIO W KanbUMHMPYIOLWWUM coeanHeHusMm [15].
D. Quaglino u coaer. [16] npogeMoHCTpUpoBanu posb ¢u-
bpobnactoB B natoreHese [1K3. bbino BbIBNEHO M3MeHe-
HWe B MeTabonmaMe INMKO3aMUHOTIMKAHOB (MOBbILLEHHAS
aKTMBHOCTb epMeHTa KcunosuntpaHcdepassl | B 0bpasuax
cbiBOpoTKY naumeHToB ¢ MK3). KeunosuntpaHcdepasa | 8-
nseTcs KNoyeBbiM hepMeHTOM B BUOCUHTE3E TMIMKO3aMUHO-
TTIMKaHOB U MAEHTMGHMLIMPOBaHA KaK CbIBOPOTOYHBIA MapKep
MOBLILLEHHOr0 6roCKHTe3a NpOTeorMKaHoB. lpuHnMas 3to
B0 BHMMaHMe, [IK3 MoxHO NpeAcTaBnsTh Kak HapyLieHue 06-
MEeHa BELLECTB W3-3a CHIXEHUS UM OTCYTCTBUS MPOAYKLNM
reHa ABCC6, KopampytowLero AaHHbIA GepMeHT, HO 3TO eLlé
npeacTouT fokasatb [17, 18].
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N3BecTHo, 4TO TaKWe HacneACTBeHHble reMoriaobuHo-
natum, Kak beTa-Tamaccemus, BbI3blBalOT aHaNOrMuHbIe
YNbTPaCTPYKTYPHbIE M3MEHEHNS KOXM, a3 U CepLeyH0-Co-
cyamcTon cucteMbl 6e3 mytaumn ABCC6 [19]. 3to npepano-
naraeT anbTepHaTUBHbIE MATONOMNYECKUE MEXaHU3Mb, TaKue
KaK MOBbILIEHHbIA YPOBEHb XPOHUYECKOTO OKUCIMTENBHOIO
CTpecca, KOTopbIii Take Obl f0Ka3aH B uccnefoBaHumn du-
bpobnactos naumenToB c K3 [20].

MEHETUHECKUE UCCIIEOBAHUA

[yTEM NpAMOro CEKBEHMPOBAHWSA MyTaLWM, Bbi3biBalo-
wwme K3, 6binm noeHTMdULUMPOBaHbI ToNbKO B reHe ABCCé,
KOTOpbIN ABNSAETCA aKTUBHBIM TpaHCMeMOpaHHbIM NepeHoc-
unKoM. 'eH coctouT M3 31 3K30Ha € 06LLMM FeHOMHBIM pas3-
MepoM 75 K6, u3 Kotopbix 4,5 K6 koaupyet benok MPRS,
acCOLMMPOBaHHbIA C MHOMECTBEHHOW JIeKapCTBEHHOM
yctoiumBocTbto (multi-drug resistance-associated protein 6)
C 3KCTpeccuen B neveHn v noykax. OgHaKo TKaHu, KoTopble
B nepaylo ouepenb nopaxersl [K3J (koxa, cTeHKu cocynos,
MeMbpaHa bpyxa), aKcnpeccupyrT HU3KME KOHLEHTpauuu
MRPé6 [21-23]. Psapn aBTopoB paccmatpusatoT K3 Kak cu-
cTeMHoe MeTabonuyeckoe 3abosieBaHMe C U3MEHEHUSIMU
Ha MOJIEKYNSPHOM YPOBHE, CBA3aHHOE C NaToSIOrMYecKUM
CMHTE30M BHEKJIETOYHOr0 MaTpuKca W LedeKTHbIM nepe-
HocumkoM benka MRP6 [18, 24]. Ha cerofHAWHWA AeHb
BbisBNieHo 6onee 110 pasnuuHbix MyTaumin reHa ABCC6,
BKJTIOYAKOLLMIA MoYTH Becb 31 3K30H, KOTOpble MOTYT ObiTb
MAEHTMdULMPOBaHbI KaK BbisbiBatowme [MK3. 310 Muc-
CEHC- WM HOHCEHC-MYTaUMM C MEHBLUUM KONMYECTBOM
CNNAiCMHIOBbLIX BCTABOK, KOTOPbIE MOFYT ObiTb WAEHTH-
¢uumpoBaHbl y 55-83 % naumenToB c K3 [25-27]. Ot-
CYTCTBME MOEHTUPULMPOBAHHOW MyTaLMM MOMET ObiTb
06bACHEHO Aeneuuen 3K30Ha, MyTauMAMK Aarblue 0T Ko-
AVpYIOLLel nocnefoBaTenbHoCTH, nbo Heobxoammo uc-
KIIYNTb HanMuMe APYruX CUCTEMHbIX 3aboneBaHwi, Ta-
KMX Kak CeprioBUAHOKNIETOYHAs aHEMMWS, UMUTUDYHOLLMX
MK3 [28].

KTMHUYECKWUE NPOABJIEHUA

N3meHeHus Koxu npu cuHapome peHbnaga — CtpaHa-
bepra npeacTaBneHbl MIOCKUMW OKPYT/bIMU UK 0BaNbHbIMY
KCaHTOMATO3HbIMU y3e/IKaMu XEeNToBaToro LBeTa, KoTopble
pacnonarawTcsa MHEHO UK CIIMBAIOTCS B OAWUHOYHbIE WK
anddy3Hble bnAwKK. Ha paHHMX CTagmsax KOXKHbIe NposiBne-
HWS MMEIOT BUZ, NanyN C OTYET/MBLIM KENTOBATbIM OTTEH-
KOM, pa3MepoM C MPOCAHOE 3epHO, C TEHAEHLMEN K CIIUAHMIO.
OHu co3Aal0T BMeyaTsieHue CeTYaToro PUCYHKa U Yalle BCero
JIOKaNM3yIoTCA Ha LUee, KPYMHbIX KOXHbIX CKiafKax (mog-
MbILLEYHbIE BMaAMHbI, JIOKTEBbIE CrUbbI), pexe — Ha Apyrux
yyacTkax Tynosuia. MopaxeHHas Koxa IMMOHHO-XKENTOro
LiBETA, HECKOJBKO YTOJILLLEHa M OHOBPEMEHHO C 3TUM [Jpsb-
nasi, Nerko cobupaetca B cknagku. «llpoBucaHMe» KoM
MpOrpeccuUpyeT 1 CTAHOBUTCA MPUYMUHON NPeXAEeBPEMEHHOIO
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cTapenus. MHorga nanynbl obHapyKMBaloTCA B MaxoBblX

CKMafKax, MoAKONEHHbIX Y4acTKax, Ha CAM3UCTLIX 000/104Kax

nosIocTM pTa (MoBepXHOCTb A3blKa MPUHUMAET BUL, reorpadu-

YeCKOW KapTbl), BaranuLLa 1 npsamMoi Kuwwku [29]. CepreyHo-

cocyamncTeiMu nposerieHusMm K3 aBnsoTcs cTeHoKapaus,

CHUXKEHWe NYNbCOBOW aMNUTYAbI, apTepuasnbHas rMnepTeH-

3us, KapAMOMMONaTHA, MPOANc UAM CTEHO3 MUTPaNbHOMO

KnanaHa, BHe3samnHas cepfeyHas HefoCTaTO4HOCTb, YacTo

npueogsAwan K cMepty [30-32]. Co cTopoHbI opraHa 3peHus

M3MEHEeHUs NMPOMCXOAAT NoaTanHo. [ng paHHUX cTaguii Tv-

MWYHBI AHTMOMAHbIE MOJIOCHI, KOTOPbIE MOABNSIOTCA B pe3yb-

TaTe KanbUMOUKALMM 3/1aCTUYECKUX BOJIOKOH Kamnuiispos.

MporpeccupoBaHme npouecca NPUBOAUT K HEOBACKYNsApU-

3aLMM W KPOBOM3NUSHUAM U3 XOPUOKaNuUnnspoB, hopMupo-

BaHUIO CYOpeTMHANbHOW HeoBacKynspHoi MembpaHbl (CHM)

(oBeONAPHOI NOKaNM3aLmMK, BbI3bIBAIOLLEN CHUKEHME 3pe-

HUA. [InA no3gHMX CTapuii XxapakTepHbl rpybbie pybuLoBble

u3meHeHus. fepBble M3MEHEHUs Ha rMa3HOM [He 0bHapy-

KMBAIOTCA B X04e 0(TanbMOCKOMUYECKOro MCCneA0BaHUs:

HepaBHOMEpHOe pacrpefeneHne MUrMeHTa, Ha3biBaeMoe

«peau d'orange» (BMA anenbCUHOBOW KOPKM). V3MeHeHus

Haubonee 3aMeTHbl C BUCOYHOW YacTu doBeanbHoi obna-

CTW, HEe BAMAT Ha GYHKUMM W NPEeLLIECTBYIOT aHTMOUIHBIM

rnoniocam B cpefiHeM B cpoku oT 1 ao 8 net. AHrmougHble

nonockl anametpoM oT 50 fo 100 MKM B BUAE TEMHBIX WK

KpacHoBaTbIX paguanbHbIX MOOC, PaCXOAALMXCS OT AMCKa

3putenbHoro Hepsa ([3H), B Heckonbko pa3 mpesbilatoT

AnaMeTp cocyaoB cetyatku [2, 33, 34]. TeueHue Geccum-

NMTOMHOE [0 Pa3BUTUS HEOBACKYNIAPU3aLyMK, KOTopas MpuBo-

[MT K MaKyJionaTum ¢ BbIPaXEHHbIM CHUMEHWEM 3PUTENBHBIX

bYHKUMA.

Mo Vivaldi TeueHne npouecca Ha rnasHoM AHe noppas-
JENsIT Ha TPU CTaauu:
| cTapns — aHrMomaHbIe NOoCkl CepoBaTOro MM Kpac-

HO-KOPUYHEBOrO OTTEHKA MOABMAKTCS B LIEHTPAIbHOI

30HE W Ha cpefHen nepudepun ceTyaTKW, pacxomaTcs

paguanbHo Mo oTHoweHuio K [1I3H u npeacrasnsioT co-

00/l NnHelHble paspbiBbl MeMbpaHbl bpyxa;
|l ctagua — B napadoBeonspHoi obnact Gopmupyetca

CHM, obpa3oBaHuWe KOTOpPOIi COMPOBOXAAETCA CHUKEHN-

€M OCTPOTbI 3pEHNS;

o |l crapna xapakTepu3yeTcs CybpeTMHanbHbIMK pybLo-
BbIMM U3MEHEHWUAIMU B MaKyNIipHOM 0bnacTu ¢ pasBuTy-
€M CKOTOMbI M HeobpaTuMoii noTepen 3penus. lpouecc
BunatepanbHbIi, MMEET XPOHUYECKOE NporpeccupyloLLee
TeyeHue [2-4, 35].

BTopuuHble fereHepaTMBHO-reMopparuyeckue U3s-
MEHEHWS MaKynbl obHapyxuBatoTcs B 73-86 % cnyuyaes,
4acTo MPUBOAAT K PE3KOMY CHUMEHUIO OCTPOThbI 3pPEHUS
y)e B MOAPOCTKOBOM Bo3pacTe. [laxe He3HauuTeNbHble
TpaBMbl MOTYT Bbi3biBaTb AMGQY3HbIE CybpeTUHaNbHble
KPOBOW3NUAIHUSA, 0CODEHHO BOKPYr aHrMOMAHBIX MONOC.
K 50 ropgam y bonblmHcTBa naumeHToB ¢ K3 Habniopa-
eTca bunatepanbHoe cHuxeHue 3peHus fo 0,1 unm Huxe
[36-41].
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Tepanus 3aBUCUT OT CTauM U CKOPOCTU NpOrpeccu-
poBaHus 3aboneBaHus M apdextuBHa Ha |-l cTagusx
(no Vivaldi).

TpaHcnynunnsapHasa TepMoTepanus

Mpu TpaHcnynuanspHoW TepMoTepanuu WCMoNb3ylT
OVOOHBIA Nasep C NOPOroM, KOTOPbIN He Bbi3bIBAET TEPMM-
YECKOro 0XK0ra M NPUMEHSIETCS L)1 SIeYeHUs MaKy/spHON
XopuonaansHon HeoBackynspusaumm (XHB) ntoboro npouc-
XoxaeHus. J1asepHblid iyd ¢ anmHon BonHbl 810 HM XopoLuo
MPOHMKAeT Yepe3 Npo3payHble Cpefbl rNas3a U UMeeT [03U-
POBaHHbII TeMI0BoM IPHEKT 3a CHET MEHBLLIErO MOTJIOLLEHUS
MUIMEHTHOTO 3NUTENUs CeTYaTku U bonee rnybokoro npo-
HWKHOBEHUMSA B XOPMOKANUNIAPbI.

®oToguHaMUyecKkas Tepanus

AHanu3 KpynHbIX paHLOMWU3MPOBAHHbBIX KIIMHUYECKNX
UCCNesoBaHU U OTYETOB O KIIMHUYECKUX CITyYasX OLEHKM
addekTuBHOCTM oToaMHaMmyeckon Tepanun (OLT) npu
XHB, BTOpMYHOM MO OTHOLLEHMIO K BO3PACTHOW MaKynspHOM
LEereHepauun 1 NaToiorMyeckon MMoNUK, NoKasan, 4to pe-
3ynbTaThl He onpaBAany oxuaaHui. B page pabot OAT pac-
CMaTpMBaeTCA KaK afbloBaHTHas Tepanus, KOTopas He npe-
A0TBpALLAeT, a MLLb 3aMe[J1SeT ecTecTBeHHoe TeyeHne XHB.
B HekoTopbix HabnoneHusax ana nedenns XHB mucnonb3osa-
Ha O[T B coyeTaHum ¢ aHTU-VEGF-Tepanueit ons ycuneHus
addekta. K coxanenuio, ons nNauMeHTOB CO BTOPUYHOM
M0 OTHOLLEHWIO K aHrMoMAHbIM nonocaM XHB, 6onbLIMHCTBO
NnepeyncieHHbIX METOA0B JIEYEHUS HEe CMOCOOHbBI 0CTAHOBMTb
MPOrpeccupyroLLYI0 MOTepHo 3puUTenbHbIX GYHKUMIA. bynyuiee
MMeHHO 3a aHTM-VEGF-Tepanueii, KoTopas AeMOHCTpUpY-
eT Haubonee obHapéxmBatowme pesynbtathl [13, 40-47].
Mpu nosiBneHnn CHM Hambonee uenecoobpasHbiM cunTaetcs
NpUMeHeHWe KOMBMHMPOBAHHOM Tepanuu, BKIOYatoLLEN UH-
TpaBuTpeasnbHoe BeeeHWe MHrnoutopos VEGF 1 dhoKanbHyto
nasepkoarynsumtio CHM. [Insa tpeTbeit cTagumn B HacTosLlee
BpeMs JiedeHne He 3G PeKTUBHO.

JlazepHas doTokoarynauus

B ny6nukaumm J.G. Clarkson u coasr. [13] npeacTaBneH
OTYET O pesynibTaTax JieYeHUs 6 MaLMeHTOB C aHTMOUAHBIMH
nonocamu 1 XHB B MakynsipHon 061acTH, KOTOPbIM NPOBOAK-
nacb (OTOKOAryNALMA aproHoBbIM 1a3epoM, HanpaBneHHbIM
HenocpeACTBEHHO Ha HEOBACKYNsPHY0 MeMbpaHy, Ho noso-
XUTenbHOro 3ddeKTa AOCTUTHYTL He yaanoch. Y Bcex na-
LMEHTOB MPOM30LLNO LabHEliLIee pacLUMpeHu e 30HbI Heo-
BaCKy/NSpM3aLumM 1 NoTeps LLeHTpanbHoro 3pexus. B 1988 r.
0. Gelisken u coasrt. [42] npefcTaBunmM pesynbTathl UcChe-
noBanua 30 rnas ¢ XHB, pasBuBLueica Ha GpoHe aHMMONIHbIX
nonoc. BceM maumeHTaM npoBOAMIM Tepanuio aproHOBbIM
WM KPUNTOHOBBIM Na3epoM B 3eIEHOM U CMHEM Mana3oHax,
CpOKYM HabntofeHus coctaBunm 0T 2 Mec. Ao 16 net. AeTopsbl
MPULLIX K BBIBOAY, YTO MPUMEHEHME NA3EPHOTO JieYeHus Obiio

Tom 17.N?2, 2024
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3¢ deKTUBHO B cryyasx ¢ aKcTpadoseonsipHbiMU (200 MKM
u bonee oT LeHTPa ¢OBEOSIb) HEOBACKYNAPHLIMKA MeMbpa-
Hamw.

Xupyprus MakynsipHOM TpaHCNOKaLuum

MeToa 6bin npeactasne R. Machemer u U.H. Steinhorst
B 1993 r. Brnoyaet B cebs nepemelleHne HeEMpOYYBCTBU-
TEeNbHOI CETHATKY (MaKyJibl M Pa3NIMYHOIA YacTU MpUNEraloLLeit
CETYaTKM) Aanblue 0T yYacTKa BpacTaHWs HOBOOOPa30BaHHbIX
COCyA0B. BbinonHseTcs nyTéM orpaHUyeHoN TpaHCIoKaLmm:
MPOMU3BOAMTCS JIOKaNbHas OTCIOMKa CeTYaTKM U yKopaumBa-
eTCA CTeHKA CKJIepbl MW BbINOJHAETCS peTuHoToMms Ha 360°
C poTauMen BCeil CeTYaTKW. 3T0 TEXHUYECKY COXKHAA U Anu-
TeflbHas Onepauus C PUCKOM CepbE3HbIX OCIOXHEHWNA (0T-
CNoWKa CceTyaTku, nponudepaTMBHas BUTPEOPETUHONATHS,
3HA0GDTaNbMUT M [p.), YIPOXKAIOLMX LEHTPaNbHOMY U ne-
pudepmnyeckoMy 3penuto bonbHbix [48]. B 2001 r. D.B. Roth
C C0aBTOpPaMM 0MMCanM Cyyai YCreLLHO BbIMOHEHHOMN HIK-
Hel MaKynApHOM TPaHCIOKaUuM C NocrefytoLLeii na3epHoi
(hoToKoarynaumen B 0bnactn XHB y nauueHTa ¢ aHrMONHbI-
Mu nonocamu [49]. Cnepyet oTMeTUTb, YTO 0BHaAEXKMBalO-
e pesynbTaThl NOA0OHLIX BMELLATENbCTB CTATUCTUYECKM
He [L0CTOBEPHbI WU3-3a Maoro KOJIMYEecTBa MCCeLoBaHwuii
¥ naumenToB [50-55].

AuTn-VEGF-Tepanus

Ha ceroaHsLwHMi AeHb nepcnexTBHa aHTU-VEGF-Tepanus,
KoTopasi No 3 EKTMBHOCTM CyLLECTBEHHO MPEBOCXOAMT BCE
Apyrvie MeTozbl neyvenns XHB, B 60/bLLIMHCTBE Cy4aeB No3Bo-
nss cTabunuamupoBaThb 0CTPOTY 3pEHMS Y MALMEHTOB, 0CODEHHO
€C/M JIEYEHWME HAYaTO Ha paHHe! CTaauu npoLiecca.

TpaHcnnaHTaums ayTonorMyHoOro JIOCKyTa NUrMeHTHOro
3ANUTENUA CeTHYATKU

MeToaMKa OCHOBLIBAETCA HA yAaNeHWM HeoBaCKyNspHOM
MeMObpaHbl, CybpeTUHanbHOro ¢prbpo3a A1s AanbHeNLLero Boc-
CTaHOBJIEHWS LIeNIOCTHOCTA MUTMEHTHOrO 3MUTENNSA CETYaTKM.

MEJWKO-TEHETUYECKOE
KOHCY/IbTUPOBAHUE

HeobxoanMo obcnenoBaHWe BCeX YNEHOB CEMbM, a Ma-
LIMEHTY HaXx0AMTLCS Ha AMCMaHCEPHOM YYETe Y Bpada obLuel
NpaKTUKK 1 odTanbMonora. B nepBoii cTagum odTanbMono-
TMYECKUX NMPOSBNEHUI HeODX0AMMO MOCTOSIHHOE Habntope-
Hue, cobnofieHne peKoMeHAauui msberatb MUHUMaNbHOM
TpaBMaTu3aLUuMM a3, HOLIEHWE 3aLUMUTHBLIX 0YKOB BO BPeMS
paboTbl MNK 3aHATUIA CNIOPTOM.

COBCTBEHHOE K/IMHUYECKOE
HABJIIOAEHUE

I'IpemTaBnﬂeM JaHHble 00CnefoBaHNs U KJIMHUYECKOTO
HabnoaeHua nauueHTa 71 roaa, HanpaBJIEHHOro Ha onepa-
TUBHOE JiIe4YeHWe KaTapaKThbl B OCI)TaﬂbMOHOFMLIECKYIO KITMHUKY
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Puc. 1. OcMoTp odpTanbMonora ot 19.04.1989. OU — HavanbHas
OC/IOXHEHHasn KaTapaKTa, Nepudepuyeckuii XopuopeTuHuT B hase
pybLeBaHus, fereHepaLms CeT4aTKN TUMa «aHMMOMAHBIX MOJOC»
Fig. 1. Ophthalmological examination from 04/19/1989. Both
eyes — initial complicated cataract, peripheral chorioretinitis in the
scarring phase, retinal degeneration of the “angioid streaks” type

C3IMY um. N.N. MeunnkoBa (CaHkT-lleTepbypr) ¢ auarHo-
30M «0U: CeHunbHas Katapakta, 0/Y | A n/B-6nokatopamu
rnaykoma, cunppom IpeHbnaga — CtpaHabepra». O6patiaet
Ha cebsl BHMMaHMe YHUKa/bHO ANUTENbHbIA Nepuog, Habnto-
pexus — 34 roga, ¢ [OKYMeHTalbHO MOATBEPKAEHHBIMM
JaHHbIMM NepBbix 0bcnenoBanni ot 1989 r. n Bcex nocneay-
towmx. Ocobbii MHTEpeC BbI3bIBAET HaNMYMe COXPaHMBLLENCS
LOKYMEHTaLMM Ha pyKax y MmauueHTa 3a Bce rogpl Habnwo-
LEeHVs, BKITIOYAlOLLMe MArHOCTUKY U neyeHme. M3 aHaMHe-
33 W3BECTHO, YTO MauMeHT ¢ 37 NeT NpeLbsBAsN Xanobbl
Ha CHUXKEHWe OCTPOThI 3peHus Ha 0ba rnasa — ¢ 19.04.1989
(puc. 1). MNMpu nepsuyHoM obcnepoBanum: OU — LieHTpanb-
Has CKOTOMa, ilereHepaLms CEeTYaTKM TUna «aHrMonaHbIX no-
noc». OcTpoTa 3peHus ¢ KoppeKumeii: npasblii rna3 (0D) —
0,2 sph—1,5D = 0,7; neswiii rnas (0S) — 0,7 sph -0,75D = 1,0.

B xopme KoHcunmyMa (OuarHoctudeckuin uentp N2 7 u HAN
dtnanonynsMoHonorum, CaHkT-leTtepbypr) Ha ocHoBaHMM
KJ/IMHWUKO-WHCTPYMEHTaMbHBIX UCCNe0BaHuMi bbin nocTaBneH
pvarHo3: «CuHgpom [peHbnaga — Crpanpbepra». B 1991 r.
B HAW dTusnonynbmoHonorvv Ha neBoM rnasy 6bbina Bbl-
MoJHeHa aproHoBas Na3epKoarynaums LEeHTpanbHOro ovara.
HeopHokpaTHo BbinonHAnack aytodnyopecueHumns (AD) OU:
Ha chumke [13H ot 2009 r. oTMeyeHa runoduyopecLeHums
B obnactv nepunanunispHoi auctpodumn. B makyne oblump-
HbIi 04ar NOHWXKEHHOI ayTodyopecLeHLMM, NapaMaKyIspHO
napaLeHTpanbHoe KoMbLo — MOBbILLEHHOM. [laHHbIe NoBTOp-
HbIx MccnenoBaui (2010-2011 r.) ceugeTenscTBoBanm 06 oT-
cyTcTBum guHamukm. B 2013 r. B xofe uccnefoBaHus METO40M
A® 3aduKcupoBaHo paciumperme nnoLiaay atpodum (puc. 2).

B 2007 r. naumeHTy nNpoBeAeHO 3NEKTpodu3nonoruye-
CKoe uccnepoBaHue (IOU), oTMeyeHo HapyLeHWe NpoBOAU-
MOCTU 3-r0 HelipoHa. 3aKsloyeHne 3pUTeNbHbIX Bbi3BaHHbIX
KopkoBbIx noTeHuuanos (3BKIM) Ha OU: akTuBHOCTb 3-ro Helt-
pOHa CHWXeHa Ha (OHe YMepeHHO YBENMYEHHOM JTaTeHTHO-
CTW, XapaKTepu3yeT HapyLUeH1e MPOBOAUMOCTH 3pPUTENTBHOMO
B036yxzaeHus no 3putenbHeiM nytaM. BKI ¢ KoTponem
3BKI: Ha OU (+) xapaKTepusyeT HapyLleHWe perynsumm
Br[l. YcraHoBneH AamarHo3 rnayKombl Ha obowx rnasax.
B 2008 r. npu nosTopHom 3®N — BKI ¢ koHTponemM 3BKI1:
OU (=), monyyeHbl AaHHble 0 CTabWAM3aumMM rNayKoOMHOro
npouecca. B 2009 r. npu uccnenoBaHUM MakynsapHoi 06-
nactm (MynbTudoKanbHas 3neKkTpopeTuHorpagus, M3PI)
NOATBEPIKAEHO MopaxeHne 1-2-ro HeipoHa. MIPT B Ma-
KynApHO# 06macTu: NpU3HAKU HapyLleHUs NpoBeAeHUs
3pUTENIbHOTO BO3DYXAEHUA LieHTPanbHbIX OTAENIOB CET-
YaTKW — aKTUBHOCTb HapyXHbIX CNOEB (oTOpeLenTopoB
(1-1 HerpoH) 1 BUNoONAPHBIX KIETOK (2-i HEMPOH) CHKEHA
Ha OU. B knmHuke C3IMY um. N.U. MeunnkoBa B xoze no-
CcnepHew rocnuTanusaumm B Mae 2023 r. B xofie CTaHAAPTHO-
ro odtanbMosiormyeckoro obcnesoBaHUs MofyYeHbl faHHbIe:

Puc. 2. Chumkmn B pexumax IR u autoFluo Ha npubope Heidelberg Engineering. Habniogaetcs pacluvpeHue niowwagn atpodum.

Bepxnuin pag — 2009 r., HuxHWn pag — 2013 r.

Fig. 2. Images in the IR and AutoFluo modes on the Heidelberg Engineering device. There is an expansion of the area of atrophy.

The top row is from 2009, the bottom row is from 2013

00l https://daiorg/1017816/0V623597
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Puc. 3. [laHHble KuHeTuyecKon nepumetpuu, 2023 r.
Fig. 3. Kinetic perimetry data, 2023

N2 2, 2024

OdTansmMonoruyeckve BeoMoCcT

Puc. 4. LiBeTHas doTorpadms rnasHoro AHa npaBoro U NeBOro
rna3a. 2023 r. BbinonHeHo Ha TOPCON 3D OCT-1 Maestro2

Fig. 4. Color Fundus Photo the right and left eyes, respectively.
2023 Obtained using TOPCON 3D OCT-1 Maestro2

Ananus ONH n RNFL kaxgoro rnasa:Optic Disc Cube 200x 200 oD @ |® 0S
Kapra TonwmHel RNFL A oD oS Kapra Tonwunb RNFL
350 : Cpearas TonwuHa RNFL| 72 ym s
Cwunserpna RNFL

Mnowage noackal 0,86 mm* | 1,07 mm?

18 Mnowaps anckal 2,67 mm? | 3,11 mm?
CpegreeotHowenneCD| 0,81 0,80
0 OtHowenneC/Dnoeepr.| 0,81 077

O6vem axckasawm|0,618 mm* | 0.731 mm?

TonwwuHa HeWpOpPeTUHANbLHOTO
nosicka
M — D === US
800
400
Seneet T taemacTT X -gts®®
S
TEMP SUP NAS INF TEMP
-0,75,0,03;
Hsierplpecr( i Tonuwuna RNFL
W3eneyeHHan rOpH3OHTanLHaA WseneuenHan FOPU3OHTaNbHan
TOMOrpamma TOoMOrpamma
Hm QD === 0$

WseneueHHan BepTUkansHasn
TOMOrpaMma

Kpyrosas Tomorpamma RNFL

Puc. 5. Ananus ONH v RNFL kaxporo rnasa, Optic Disc Cube 200

Ksappan-

Useneyennan septvkanbHan
TOMOrpamma

Kpyrosas Tomorpamma RNFL

x200. PaclumpeHme 3KCKaBaLmMmM AUCKA 3pUTENTbHOTO HEpBa Ha NPaBoM

rnasy: cpefiHee otHowweHue C/D 0,81; Ha neoM: cpepHee otHowweHue C/D 0,80. BuinonHeHo Ha ZEISS CIRRUS 5000

Fig. 5. ONH and RNFL analysis of each eye, Optic Disc Cube 200x200. Extension of the Optic Nerve Head cup of the right eye: average
C/D 0.81; left eye: average C/D 0.80. Obtained using ZEISS CIRRUS 5000

Busometpuss — 0D = 0,1 H/k.; 0S = 0,04 sph —1,0D cyl -1,0D
Ax 65° = 0,1. B[] no Maknakosy: OU — 20 MM pr. cT. KuHe-
TU4ecKas nepumeTpust: OU — HepaBHOMEpHOE KOHLIEHTpUYe-
CKOE Cy}EeHWe Monsl 3peHus, BbISIBIIEHA LIHTpabHas CKOTOMa
B Npejenax OKPYXHOCTW OT TOYKU PUKCaUUn 10 CpeSyHHO
30HbI B 15-30° (puc. 3).

bnomukpockonma OU: nepepghuin otnen rnasa bes
naToforMM, HavanbHas CeHWNbHas KaTapakta. B xope

00l https://doi

odTanbMoCKONMM B MaKynsipHoi obnactu obHapywvBaetcs
cybpeTuHanbHbIiii $Hnbpo3 ¢ oblumpHoi atpodmeit NMrMeHT-
HOro 3nuUTenus cetyatku (puc. 4). PesynbTatbl ONTUYECKOM
KorepeHTHOM ToMorpadmn CBUAETENLCTBYHOT O PacLLMPEHU
3KckaBauum [3H Ha npaBoM rnasy — cpefHee OTHOLUEHWe
C/D 0,81 MM, Ha neBoM — cpefiHee oTHowweHue C/D 0,80 Mm
(puc. 5). MakynspHbIn UHTepdelic HepaBHOMEPHBIN, C BbIpa-
EHHON aTpodueit, paspyLieHne KOMMEKCa «MUrMEHTHbIN

org/10.17816/0Y623597
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| OD(R) I image Quality 65 | Analysis mode:Fine (2.0.7)

Capture Date:05/07/2023

Retinal thickness map ILM-OS/RPE / Red-free

# OS(L)

lay
Grid

Retinal thickness ILM-OS/RPE(um)

Puc. 6. Pa3pylleHHbIN KOMMMIEKC «MUIMEHTHBIA 3NUTenuii — MembpaHa Bpyxa», cybpeTuHanbHbil Gubpo3 c obLumMpHOl aTpodueit
MUMEHTHOTO 3MUTENUA CETYATKU: @ — MpaBblid ra3; b — neBbli ras. BoinonHeHo Ha TOPCON 3D OCT-1 Maestro2

Fig. 6. The destroyed complex “pigment epithelium—Bruch’s membrane”, subretinal fibrosis with extensive atrophy of the Retinal
Pigment Epithelium: @ — right eye; b — left eye. Obtained using TOPCON 3D OCT-1 Maestro 2

I sy

Puc. 7. QoTo fepMaTockonuu naumenta ot 24.04.2023. OcMoTp
Bpaya-fepMaToBeHeposiora MeauKo-npoduUnaKTMYecKoro LieHTpa
C3IMY um. N.W. MeyHnKoBa — KaHg. Me[. HayK, foueHTa A.A. Baw-
KeBny. 00BeAeHbl eAMHNYHbIE MeJIKMe Manyfibl KeToBaTo-bexe-
BOr0 OKpaLUMBaHWA U LiBETa HOPMabHOM KOXW

Fig. 7. Photo of the patient’s dermatoscopy, 04/24/2023. Check-
up by a dermatovenerologist at the Medical and Preventive Cen-
ter of the North-Western State Medical University named after
I.I. Mechnikov, PhD (Med), Assistant Professor A.A. Vashkevich.
Isolated small papules of yellowish-beige color and of normal
skin color are outlined

D0l https://doiorg/10.17816/0V623597

anuTenMn — MeMbpaHa bpyxa», cybpetuHanbHbid Gpubpos
c 0bwupHoi aTpoduen MUrMEHTHOrO 3MUTENUS CeTYaTKy
(puc. 6).

[lononHuTenbHO NpoBeAeHa KOHCYNbTauMs C BpayoM-
aepmaroseHeposioroM ML, C3IMY um. U.N. Meynunkosa.
PesynbTathl ocMoTpa 0T 24.04.2023: «[pouecc HOCUT cuM-
METPUYHBIA XapaKTep, B HAAKIIOUMYHOW 0611aCTM e AMHUYHBIE
MEJIKUe nanysbl 0BasibHoOM GOpMbI, LIBETA HOPMabHON KOXKM.
[lepMaTocKonuuecky NpU3HaKoB MenaHouMTapHoro obpaso-
BaHuUs HeT. [oMoreHHoe XenToBaTo-0exeBoe OKpalluBa-
Hue. MNMopobHas aepMaToCKOMMYeCcKas KapTMHa xapaKTepHa
ONs 3TOW HO30M10rMM — 3M1acTUYecKas NCeBLOKCaHTOMa»
(puc. 7).

B knunuke C3IMY um WU, MeunukoBa npoBedeHo Xu-
pypruyeckoe neyenue, ¢akosMynbcudUKaLMA KaTapak-
Tbl C UMMNaHTaLUMe! WHTPAOKYNAPHOWA JIMH3bl C MHTEpBa-
noMm B 1,5 Mec. Ha obowux rnasax. B nocneonepaunoHHoM
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nepuMoje no utoram BU30- U pedpakTOMeTpuM OCTpO-
Ta 3peHus He m3Menunacb (OU = 0,1 H./K.), cybbekTuB-
HO MaUMeHT OTMeYaeT 3HAuYMMOE YJyuylleHWe KayecTBa
3peHMs, HO He [JO0CTaTOMHOE ANA CaMoO0OCNyXMBaHUA.
Ha naHHoM 3aTtane bbinn peann3oBaHbl BCe BO3MOXHbIE Tpa-
AVLVOHHbIE METOAbl JIeYeHUs!, COCOBHbIE COXPaHUTb MU
YAYYLWWTb NaUMEHTY Ka4ecTBO 3peHns. 10 MHEHWIO MaLmeHTa,
WX OKa3sanocb HeJOCTAaTONHO AN caMoobcyXuBaHus,
TaK KaK BOCCTAHOBJIEHME MPO3PAYHOCTU OMTUYECKUX CPef
He NPUBENIO HU K YNYULLEHWUH 3pUTENbHBIX QYHKUMA, HU
K MOABMEHUI0 LEHTPanbHOW QUKcaumn. Ha AaHHbIA Mo-
MEHT MaHWpyeTca onepaTUBHOE JieYeHNe MEeTOAO0M TpaHC-
MAaHTaLMM ayToNOrMYHOrO JIOCKYTa MUIMEHTHOIO 3NUTENNS
ceTyaTKy.

3AKJTIOYEHUE

lMocTeneHHoe CHUXEHME 0CTPOThI 3peHUS C UCXOAO0M B He-
obpatumyto cnenoty BcTpeyaetcs npu MK3 yacro, ocobeHHo
y naumeHnToB cTapwe 50 net. XopuonganbHas HeoBacKyns-
pu3auus U nocnenylollee passuTUe LUCKOBUAHOMO pybua
¢ cybpeTuHanbHbIM rbpo3oM 1 atpodmelt NpUBOAMT K no-
Tepe NpeAMETHOro 3peHus. HactoTa HapyLUeHMI 3peHns npu
AaHHOI NaTooriM CoNocTaBuMa C BO3pacTHOW MaKynsipHoiA
AereHepaumen y NOXubIX Niofen, Ho nposensetca B bonee
paHHEM BO3pacTe U 3HAUYMUTENTbHO CHUMAET KauecTBO MU3HH
TPYAOCNOCOBHbIX MauMeHToB. llaumeHTbl, ¥ KOTOpbIX B Xo4e
0(hTanbMOCKONUYECKOro UCCef0BaHUA AUArHOCTUPYIOT aH-
TMOMIHbIE MOJOChI, HYXAAIOTCA B PEryNsipHOM HabnioaeHu
LN NpejynpexaeHus pucka HeobpaTUMbIX MaKynspHbIX
OCJIOXKHEHUIA, KPOMe TOT0 ANS HUX UCKIUMTENIbHO BaXKeH
MyNbTUAMCLUMNIIMHAPHBIA NOAX0[, TaK Kak Heobxoaumo npo-
BOAMTb AnddepeHLManbHy0 AMArHOCTUKY [ BO3MOXHOIO
BbISIB/IEHWS| CUCTEMHON NaTonoruu (B TOM YMUCTIE YrpoKato-
LLLeV KM3HM) B COTPYAHUYECTBE CO CMELMaNUCTaMmU CMEXHBIX
LVCLMMIIUH.
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Bknap aBTopoB. Bce aBTOpbl BHEC/M CYLLECTBEHHLIA BKNAA
B pa3paboTKy KOHLEeNnuuu, NpoBeAeHMe WCCAefoBaHUs W Moa-
FOTOBKY CTaTbW, MPOYAM U 0f00punM dUHaNbHYD Bepcuio nepes
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BaHMs.

WcTouHuK dmHaHCUpoBaHUS. ABTOPbI 3asiBASIOT 00 OTCYTCTBUM
BHELUHEro GUHaHCMPOBaHMsA NpU NPOBEAEHNUN UCCIIeLOBaHMS.

KoHbnuKT uHTepecoB. ABTOpLI LeKNapupyoT OTCYTCTBUE SIB-
HbIX 1 NOTEHUMasbHbIX KOH(IMKTOB MHTEPECOB, CBA3AHHBIX C My-
OnMKaLmelt HacTosLLLEN CTaTby.

WHdopMupoBaHHOe cornacue Ha nybnnkaumio. ABTopbI Nosy-
YWAM NUCbMEHHOE COriacue MauMeHTa Ha nybnaMKaumio MeauLmH-
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