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PE®EPAT

XopoupepeMus: SBASIETCS X-CIIeIA€HHOW HaCAEACTBEHHOM
XOPUOPETHHAABHOU AeTeHepalliell, BBI3BaHHOU MyTal[UsIMU B TeHe
CHM. 3a60AeBaHUe XapaKTePU3yeTCs MEAAEHHBIM IIPOIPECCUpPY-
IOIUM TeYeHUEM U IPOSBASETCS CUMITOMATHYECKU B IEPBOM
AECATUAETUY KU3HU PA3BUTHEM HUKTAAOIMH C IOCAEAYIOUTUM
YXyAIIEeHUEeM 3PUTEABHBIX (DYHKIUH BIIAOTH AO IIOAHOM CAEIIOTHI.
IJeas. [TpeACTaBUTE KAUHUYECKUAN CAydYal HalleHTa C XOPOUAe-
peMuel, TOBTOPHO 0OCAEAOBAHHOTO Yepe3 AAUTEABHBIN IIpoMe-
JKYTOK BpeMeHHU (35 AeT). MaTrepuaa m MeTOABI. [lanueHT A.
HabAIOA@eTcsd ¢ JKaro0aMu Ha IPOrpecCHUpyIolllee YXyAIIeHHe
3pEeHMUs], BEITAACHUS B [IOAe 3peHus B TeueHue 35 AeT. [Ipu ocMoTpe
MaKCHMaAbHasg KOppPUTUpOBaHHAaS ocTporta 3penHus (MKO3) OD
coctaBura 0,1 H/k; MKO3 Ha OS = 0,05. BHyTpHuraassoe paBae-
are: OU — 16 MM pT.cT. [IpoBEAEHO KOMIIAEKCHOE AMAaTHOCTHYe-
CKOe 00CAeAOBaHNUE, BKAIOYAIOIee CTaHAAPTHBIE U CIIeIIHaAbHBIE
METOABI AUATHOCTUKU. Pe3yabTaThl. [10 AQHHBIM OITHYECKOU
KOTePEHTHOU TOMOTpaduu C MOAYAEM YAYUIIEHHON TAYOHHEL U30-

opakenust (OKT-EDI), B MaKyAIpHOU 30He HAOAFOAQAUCH TOTEPS
Hapy’>XHBIX PETUHAABHBEIX CAOEB, OTCYTCTBHE CAOSI IIUTMEHTHOTO
SIUTEANsT CeTYATKHU, aTPO(dUsI U CKAEPO3UPOBAHNE XOPUOUAEH.
Ha canMKax hayopecrieHTHOM aHrHorpahuy rAa3a OTMEYaACs IeH-
TPaABHBINM OCTATOYHBIN OCTPOBOK COXPAHHOTO IIUTMEHTHOTO JIIUTe-
AMS ¢ 3y04aTeIME ((heCTOHYATEIME) KPasMHU, 110 AGHHBIM Aa3€PHOMI
crekA-(AoyTpaur — IPaKTHYECKU IOAHOE OTCYTCTBUE OTHOCH-
TEABHOU CKOPOCTY KPOBOTOKA. B pe3yAbTaTe HCIIOAB30BAHUS MYAD-
TUMOAAABHOTO IIOAXOAQ K AMAaTHOCTHKE, C YI€TOM JKar00 1 aHaMHe-
3a [aIMeHTa, OBIA BEICTAaBAEH KAMHUYeCKnH Anaraos3: OU — xopo-
npepemus. PekoMeHAOBaHO HaOAlOAeHUe B AMHaMuKe. Kypchl
KOHCEPBATUBHOrO AeueHus. BeiBoAbL. C IpUMeHEeHNeM MyABTUMO-
AAQABHOT'O TOAXOAQ BCECTOPOHHE OITMCaHbI MOP(hOPYHKIIMOHAABHBIE
NIPU3HAKN KAUHIUYECKOW KapTUHEI 3a00AeBaHMUs, TOATBEPIKAQIOLITIE
HeOAATrOIPUATHLIN XapaKTep TeUeHUSI XOPOUAEPEMUN U HEOOXOAN-
MOCTB PETYAIPHOTO 00CAEAOBAHUS IIAIlUEHTOB.

KaroueBble cAOBa: Xopougepemus, HacAegcmBeHHble 3a00Ae-
BQHUS XOpuougeu, onmuyeckds KOrepeHmHudas momorpagus,
AQ3epHas cnekA-gpaoyrpagpus
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ABSTRACT
Clinical case

Diagnosis of choroideremia
E.E. Ioileva, O.B. Klepinina, A.A. Zasypkina

S. Fyodorov Eye Microsurgery Federal State Institution, Moscow, Russian Fedearation

Choroideremia is an X-linked hereditary chorioretinal
degeneration caused by mutations in the CHM gene. The disease
is characterized by a slow progressive course and manifests
symptomatically in the first decade of life with the development
of nyctalopia followed by deterioration of visual functions up to
complete blindness. Objective. To present a clinical case of a
patient with choroideremia, re-examined after a long period of
time (35 years). Material and methods. Patient A. has been
observed with complaints of progressive deterioration of vision,
loss in the visual field for 35 years. On examination, the best
corrected visual acuity (BCVA) OD was 0.1 n/c; BCVA on OS =

© Nonnesa E.3., KnennHuHa O.B., 3acbinkuHa A.A., 2024

0.05. Intraocular pressure: OU — 16 mm Hg. A comprehensive
diagnostic examination was performed, including standard and
special diagnostic methods. Results. According to optical
coherence tomography with an enhanced depth imaging module
(EDI-OCT), loss of the outer retinal layers, absence of the retinal
pigment epithelium layer, atrophy and sclerosis of the choroid
were observed in the macular zone. Fluorescein angiography
images of the eye showed a central residual island of preserved
pigment epithelium with serrated (scalloped) edges, according
to laser speckle flowgraphy there was almost complete absence
of relative blood flow velocity. As a result of using a multimodal
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approach to diagnostics, taking into account the patient's
complaints and anamnesis, the following diagnosis was made:
OU Choroideremia. Dynamic observation is recommended.
Conservative treatment courses. Conclusions. Using a multimodal
approach, morpho-functional signs of the clinical picture of the

disease were comprehensively described, confirming the
unfavorable nature of the course of choroideremia and the need
for regular examination of patients.

Key words: choroideremia, hereditary diseases of the choroid,
optical coherence tomography, laser speckle flowgraphy
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AKTYAJIBHOCTD

OpoUEepEMU ABIACTCA X-CLEIVICHHOM HACIE]I-

CTBEHHON XOPUOPETUHAIbHOM JAEICHEPALIUECH,

BBI3BAHHOM MYTAlUAMU B reHe CHM, pacriono-
JKEHHOM B JIOKyCe (21.2 X-XpOMOCOMBI, KOAUPYIOLIEM
IOBCEMECTHO 3KcHpeccupyeMsbiii Rab Escort 6eoxk 1
(REP1) [1, 2]. TeueHue 3a6071€BAHNS XAPAKTEPUSYETCS
MEJIJIEHHO ITPOI'PECCUPYIOMIEN JUCTPOPUEN KIIECTOK ITUT -
MEHTHOTO anurenus cerdarku (IT9C), nerenepanuent
dOTOPELENTOPOB C MOCAEAYIOIMUM UCTOHUYECHUEM U
aTpore XOPHUOKAIIWLBIPOB, 4 3ATEM U IIOPAKECHUEM
KPYITHBIX COCY/IOB XOPUOW/ICH.

ITo JaHHBIM JIUTEPATYPHL, PACIPOCTPAHECHHOCTD
xopougepeMun cocrasasger or 1 Ha 50 000 no 1 Ha
100 000 yenoBek. B CBA3H € pe1eCCUBHBIM X-CLIETVIEHHBIM
THUIIOM HACIENOBAHUSA 3200JIEBAHUE PA3BUBAECTCS IPEU-
MYIIECTBEHHO Yy JIUI] MY>KCKOI'O IOJI4, B TO BPEMA KaK
JKEHIIUHBI, KAK IIPABUIIO, ABIAIOTCSA OECCUMIITOMHBIMUA
HOCUTENAMUA I'eHa [3).

JaHHas naToI0rsa MaHU(PECTUPYET B IIEPBOM JIeKa-
JI€ JKU3HU HAPYIIEHUEM CYMEPEYHOI'O 3pEHMA (HUKTA-
JIOIIMM ), IPOI'PECCUPYS B ITIOJPOCTKOBOM BO3PACTE BbIPA-
JKEHHBIM CY;KCHHEM NEPUPEPUIECKOIO IT0JI 3PCHUSL.
B pesynsrare y My»>K4uH 3penoro Bo3pacra (k 40 rogam)
OCTPOTA 3PEHUA MOXKET COXPAHATHCS BBICOKOM, B TO
BpEMs KaK NEPUMEPUUIECKOE MOJIE 3PEHHUS YK€ 3HAUU-
TEIBHO CyKE€HO. Bnociiencrsuy, kK 50—-70 rogaM 1o Mmepe
MAaKyJIIPHOU JIET€HEPAIIUN XOPUOPETUHAIBHOI'O KOM-
TUIEKCA HAOMIOAAETCA CHIDKEHHUE LIEHTPATIBHOTO U I1BE-
TOBOT'O 3PEHUA. Y KEHIITUH — HOCUTENEN MyTAITUN JJAH-
HOT'O I'eéHa 3200JIEBAHUE MOKET MPOTEKATH OECCUMITTOM-
HO WIH B JIETKON (POPME C SABJIEHUAMU HUKTAJIONUU U
NepUOEPUUECKUMH JIETEHEPATUBHBIMU U3MEHEHHAMU
M5C [4-8].

B Hacrosmee BpeMst HE CYLIECTBYET JOCTYITHBIX
METOJIOB JICYEHHSI JAHHOTO 32601eBaHus. OJTHAKO pas-
PabaTbIBAIOTCS TAPTETHBIC T€HHBIE IIPEMAPAThI, MEXa-
HU3M JIEHUCTBHA KOTOPBIX CBA34H C 3AaMEHOU JIE(PEKTHO-
ro rena CHM Ha «3JOPOBBII1», YTO B IIEPBYIO O4YEPEID
HAIPABJIEHO HA OCTAHOBKY IIPOTPECCUPOBAHUA 3260J1€-
BAHHUA W YIy4dlIEeHUE (PYHKIWUA COXPAHHOM CETYATKH
MaKyJibl [9—-12].

Ouddepennuanbaas JUArHOCTUKA XOpOoUuaepe-
MMU, KAK U APYTUX PEAKUX HACIELCTBEHHBIX XOPHOHU-

JIBHBIX JUCTPO(UI, BECbMA 3aTPYAHUTENBHA, YTO
OIpeeIsieT HEOOXOAUMOCTDb IIPOBE/ICHHUS HE TOJIBKO
TEHETUYECKOI'O TECTUPOBAHUS, HO U NIPUMEHEHUS B
JIMATHOCTUKE MYJIBTUMO/IAJIBHOTO MOJAX0/1d C UCIOIb-
30BAHHUEM COBPEMEHHBIX BBICOKOMH(POPMATHBHBIX
HEWHBA3WBHBIX METOJOB HCCaenoBaHuA [13-17].
B nocrynHou muTepaType ONUCAHbl €JUHUYHBIE CIIydan
JTAHHOTO 32060JIEBAHUSA, TIOATOMY OCBEIICHUE JAHHOMU
IIPOOIEMBI ABJISIETCS OCOOCHHO AKTYAJIbHBIM.

IOEJIb

IIpencTaBuTh KIMHUKO-MOP(PODYHKIIMOHATBHBIC
PE3YIBIaTHI OOCIEAOBAHUS MTAIIMEHTA C XOPOUIEPEMUETH
C UIUTEJIbHBIM BPEMEHHBIM HHTEPBAJIOM — 35 JIET
(OTCPOYEHHOE HAOIIOICHHE).

KiIMHH4YecKoe HAOII0JeHHUEe

JaHuble 13 aMOy1aTOPHOI KapThl: B PI'AY «HMUIL]
«MHTK «MuUKpOXUpPYpPrus TI71a3a» HUM. aKal.
CH. ®enoposa» Munsgpasa Poccun (1. Mocksa) obpa-
TWICS MALUEHT A. B BO3pacre 15 JieT ¢ xanobaMu Ha
OTCYTCTBHE CYMEPEYHOT'O 3PEHMUS, TTOCTETICHHOE CHILKE-
HHE OCTPOTHI 3PEHUS OOOUX 143

M3 aHaMHE3a: IOCTENEHHOE YXY/IIICHNUE 3PUTENb-
HBIX PYHKIUHI B TedeHue rogd. CeMenHbIi aHaMHE3 He
orAromeH. HacneacTseHHbIE 320601€EBAHMA OPTIaHa 3pe-
HUA Y POJACTBEHHUKOB OTPULIAET. 113 NONIUKINHUKU I10
MECTY “KHTEIbCTBA MAIIUEHT ObLI HAIIPABJIEH C NIPE/IBA-
PHUTEIBHBIM IUATHO30M: MUOIINA CJIAOOH CTEIEHU, MUO-
MUYECKUM ACTUTMATU3M OOOUX I1a3. JJOMOTHUTETHFHO
JIAHHBIX HE IIPEJTOCTABIEHO.

[Ipy nepBUYHOM OOPAIEHUN POBEAEHO CTAH-
JIAPTHOE O(PTAIBMOJIOTUYECKOE OOCIEIOBAHUE (BU30-
METPHs, TOHOMETPHS, IIEPUMETPUA HA 11BETA, OUOMU-
KPOCKOIHUS, OPTAIBMOCKOIMS). OCTpOTA 3peHUs (Vis)
npasoro rnasza (OD) 0,2 6e3 KOppekuuu, co
sph —1,5 arrp, cyl 0,5 anrp ax 3°=0,5; Vis 1eBoro ryasa
(0S) 0,2 6e3 koppekuuy, co sph —1,5 grrp, cyl —0,5 aaTp
ax 165°=0,5.

Bryrpuriasnoe gasnenue (BIT): OD — 13 MM pT.CT,
OS — 14 MM PT.CT.

ITo JaHHBIM KMHETUYECKOU IEPHUMETPUM CYKEHUE
I'PAHMUL OJIA 3PEHUA HA IIBETA HE BBIABIECHO. B mose
3PEHUA MAPALEHTPAIBHBIE CKOTOMBL
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O6BEKTUBHO OPTAIBMOTIOIMYECKUH CTATYC OOOUX
m1a3 (OU — oculus uterque): ABMXKEHUS 17143 B IIOJTHOM
o6beMe. IIpu GUOMUKPOCKONUU T71a34 CIIOKOUHBIC,
KOHBIOHKTHBA OJIEJHO-PO30BAs, POTOBULIA IPO3PAYHA,
HEPENHSA KaMePa CPEAHEN [NTyOUHBL, PA/TyKKA CTPYKTYP-
Hast, XPyCTAIMKU IPO3PadHbIe. JIETKast JeCTPYKLIUA CTe-
KJIOBU/THOTO Tend. ITpy ocMOTpe IVIa3HOIO JIHA: JJUCK
3purenpbHOro Hepsa (I3H) po30BbIN, IPAHUIIBI YETKUE.
Aprepumn y3kue. [1Io Xony COCyIOB KPYIJIBIE CBETJIBIE
CYXHE OYKKU JUCTPOPHUU. B MaAKYy/SIDHON 30HE — I1epe-
pacrpezieneHme MUrMeHTd.

C 11€JIbIO YTOYHEHUA KITMHUYECKOT'O IMArHO34 ITPO-
BEJICHBI JJOTIOJTHUTEIbHBIE MCCIIEOBAHUA: JIEKTPOPE-
TUHOTPA(Us, TEMHOBAS AJANTAIUA IO PUMNAKy NpHU
IIOMOINM AJaIITOMETPA, UCCIAeJOBAHUE (PEHOMEHA
lafipuHrepa Ha MaKyJ10TECTEPE.

1O JaHHBIM 3JIEKTPOPETUHOTPAPUH TUATHOCTUPO-
BAaHA HAYAJIbHASA TUCTPO(PUA HAPYKHBIX CJIOEB CETYATKU.

[Ipu nccnenoBannmn TEMHOBOM ajganranuu OD —
45 ¢ (Hopma), OS — 3 MUH (HAOIIOAAETCS YBEIMUCHUE
BpeMmeHN). @eHoMeH [afiyuHrepa OTpULLATE/IbHbBIN
(mopakeHne MUIrMEHTHOTO MUTENNUA CETIYATKN).

Ha ocHOBaHMM JAHHBIX O(PTAIBMOCKOIIMYECKON
KAPTHUHBI U PE3YIABTATOB JAUATHOCTUKU BBICTABJICH
3AKIIOYUTENBHBIN 1UarHo3: OU — MUIMEHTHAs A0HOTPO-
us ceTyaTku (6€I0TOUEUHOE ITIA3HOE JHO). Muonus
Cab0oIt CTENEHN. MUOMMYECKUH ACTUTMATHU3M.

B reuenue cienyromux 35 e MaluueHT HEPUOIU-
YECKU OOPAIMAICH K OPTAIBMOJIOTY IO MECTY KUTENb-
CTBA4, IPOXOJWUI KYPChl KOHCEPBATUBHOTI'O JIEYEHUS.

IIpoBeeHHOE I'CHETUYECKOE MCCIC/IOBAHME HE
HOATBEPAWIIO JUATHO3 ITMTMEHTHON a6MOTPOPUHN CET-
YATKU.

B 49 ner nocne nepenecennoro COVID-19 u tepa-
IIUU IJIIOKOKOPTUKOCTEPOUIAMHU ITALIMEHT CTAJI OTME-
4aTh CHIDKCHUE OCTPOTHI 3PEHUS, BBINA/ICHUSA B TIOJIE
3peHus, «ryMan» repeg razamu. C 2004 1. MakCUMaIbHAs
KOPPUTUPOBAHHAA OCTPOTA 3peHusd (MKO3) o6oux 11as
He npesbimaina 0,2.

ITpu HacTosmeM obpaimeHuu B 2024 T. B CBA3U C
Pa3BUTUEM HOBBIX TEXHOJIOTHUI U NTOSBJIEHUEM COBPE-
MEHHBIX HEMHBA3UBHBIX METOJOB OOCIENOBAHUS, IS
YTOYHEHMUA JUATHO3A 1 OIIPEAEIEH NA/IbHEMIICH TaK-
THUKHU BEAECHUA JAHHOI'O MAIJUEHTA ObLIA IIPOBEJNEHA
KOMIUIEKCHASA MYJIBTUMOAAIbHAS JUATHOCTUKA, BKIIIO-
YaIoIasA CTAHJAPTHBIE U CIIEIIUATIBHBIE METO/BI UCCIIE-
JoBaHud. CTaHJAPTHBIE METO/bI BKIIOYAJIN BU30ME-
TpuUIo ¢ onpegeneHnueM MKO3, KWHETUYECKYIO TIEPU-
MeTpuio (ITHP-03), (hoToperncrpanyio ia3Horo JHa
Ha PyHayc Kamepe ZEISS CLARUS 500, oTanbMOCKO-
IIHIO IVIA3HOT'O JHA C HIOMOUIBIO 6ECKOHTAKTHON JIMH3bI
78 AITP U KOHTAKTHOMN TPEX3E€PKAJIBbHOMN JIMH3BI
Tonpamana (Ocular Instrument, CIIIA). CienuagabHbIC
METOABI UCCIEAOBAHUS TPOBOAUINCH IPHU MTOMOIIH
MYJABTUMOJAIBHOA JUATHOCTUYECKOU IIAT(POPMEI
Spectralis HRA+OCT (Heidelberg Engineering,
TepMmanmns), TO3BOJAIONIEN IIPOBOAUTL COBPEMEHHDIE

HEWHBA3UBHbIE BBICOKOMH(OPMATHUBHBIE METO/IBI
HUCCIIENOBAHUS, B3AUMOJIONOIHAIONIUE APYT APyTa:
ONTHUYECKYIO KOTEPEHTHYIO TOMOTPA(PUIO C MOAYIEM
YIIY4IIEHHOI IMTyOHHBI n306pakenusa (OKT-EDI), ayro-
(PIIyOpECIEHITUIO U MTH(PPAKPACHBIF CHUMOK IVIA3HOTO
nHa. MccnemoBaHne XOPHOMIAIBHOTO KPOBOTOKA
BBITTOJIHAJIOCH C IIOMOIIBIO JIA3€PHON CEKII-(PIOYTrPa-
¢dun (LSFG RetFlow) na npudope LSFG-NAVI (NIDEK,
Anonus). OueHuBIMCh 3HayeHuss MBR (Mean Blur
Rate) — cpenHsas CTEneHb Pa3MbITOCTU U300PAKEHUS /
KOJIMYECTBEHHBIN ITOKA3ATEND OTHOCUTEIBHOM CKOPO-
CTH KPOBOTOKA.

MKOQ3 na OD nanyenTa cocrasuia 0,1, Hekoppu-
rupyemas (H/K); MKO3 Ha OS 0,01 6e3 KoppeKiuy, ¢
sph —4,0 arrrp, cyl —3,0 arrrp ax 165 =0,05. B[I; OD — 16
MM pr.CT., OS — 16 MM pr.cT. UCCIIEIOBAHUE TTOTISI 3PCHUS
BBISIBHJIO IIEHTPAJIBHBIE U TAPALEHTPATBHBIE CKOTOMBL

ITpr OPTAIBMOCKONUN OOOUX IT1A3 (Puc. 1) BBIAB-
JIEHO JIENMATMEHTUPOBAHHOE, OJIEHOE TTIA3HOE JTHO C
HEPABHOMEPHBIM OTJIOKEHHUEM IIMTMEHTA HA CPEJHEN U
KpariHen nepudgepnu. I3H 1€KOIOpUPOBAH, I'PAHULIBI
YETKUE, APTEPHUU CY’KEHBI, U UX COOTHOIIIEHUE K BEHAM
COCTABIIANIO 1 /3, BBIDAKEHHASA ATPOMHA U UCYEZHOBEHHE
XOPHOKAIIU/UIAPOB U CPEAHUX XOPHOUIATBHBIX COCY-
JIOB, C YACTHYHBIM COXPAHEHUEM CKJIEPO3UPOBAHHBIX
KPYIIHBIX COCYIOB laymepa. OTMEYATIOCh BBIPAKEHHOE
«IIPOCBEYHUBAHUE» CKIICPDL

Ha nHMPaKkpacHOM HU300PAKEHUH TVIA3HOTO JHA
ONIPEJEIIIOCh YCUIEHUE PUCYHKA MAPALEHTPATBHBIX
COCYZIOB XOPUOUJIEH, A TAKKE «IIATHUCTBII» XAPAKTEP
LEHTPATBHOM 30HbBI, OOYCJIOBJIEHHBIA CJIA00BBIPAXKEH-
HBIMU IIUT'MEHTHBIMM U3MEHEHUAMU (Puc. 2).

AyTO(DIIyOpECHEHIIMA ITTA3HOT'O IHA (PUC. 3) BBIABU-
JIa XapaKTEPHYIO I XOPOUJEPEMUN KAPTUHY B BUJIE
LIEHTPAJIBHOTO OCTATOYHOI'O OCTPOBKA COXPAHHOI'O
ITUIMEHTHOT'O AMUTENNSA C 3y0UaThIMU ((PECTOHYATHIMU)
KpasgMu. YeTKOE OTPaHUYEHIUE 30H ATPOPUH — OTIITNYIU-
TEJIbHASI OCOOEHHOCTD 3200JIEBAHMUSA IO CPABHEHUIO C
UIMEHTHBIM PETUHHUTOM. [Tpy 3TOM 0O6IaCTU XOPUOU-
JNIBHOM aTPOPUN COOTBETCTBOBAIN OOJIACTSM TOTEPU
TIOJIEV 3PEHUSL.

ITo ganabeivM OKT-EDI (puc. 4 a, 6) Ha 060HX Ii1a3ax
BBIABJIEHA IOJHAS MOTEPS HAPYKHBIX PETUHAIbHBIX
cI10€eB, oTcyTcTBrE 1051 [T1DC (3 peKT O6paTHOTO 3aTE-
HEHMA), TIOJIHAA ATPOMHUA U CKIEPO3ZUPOBAHUE XOPHUO-
HUJIEN C COXPAHEHUEM EAMHHUYHBIX CKIEPO3UPOBAHHBIX
IIPOCBETOB KPYITHBIX COCYAOB C104 layuiepa. Hax mopa-
SKEHHBIMU O6JIACTSIMU B CJIOSIX CETYATKU BHU3YATU3UPY-
I0TCSI HEOOBIINE HHTPAPETUHAIBHBIC KUCTHL (PUC. 4 a)
U HAPYKHBIE TYOYIALUU (Puc. 4 6). XOPHOCKIEpAIbHAS
IPAHUIA TPAKTUYECKU OTCYTCTBYET.

IIpy DpOBEAECHUN JIA3EPHOM CHIEKI-(PIoyrpadpun
OTHOCHTEJIbHASI CKOPOCTb KPOBOTOKA OBbLIA 3HAYUTEb-
HO cHrKeHa. Tak, cpennue 3Hadenns MBR na OD cocra-
B 4,8 (puc. 5 a), a na OS paBHbL 5,6 (puc. 5 0).

B pesynbsrare NCroib30BaHUA MYJIBTUMO/JATBHOIO
MOAXOAA K JUATHOCTHKE, C YIETOM KAJT00 U AHAMHE3A
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Puc. 3. Aymogpayopecuenyus rAa3Horo gna npaBoro u AeBOro raasd.
BriaBrena kapmuHa B Buge UJeHMPAAbHOTO OCMAMOYHOIO OCMPOBKA
COXPAHHOI0 NUIMEHMHOT0 JNUMEAUs ¢ 3y0uambiMu (hecmoHuambmu)
Kpasmu

Fig. 3. Autofluorescence of the fundus of the right and left eye. A picture
in the form of a central residual island of preserved pigment epithelium
with serrated (scalloped) edges is revealed

Puc. 1. IJsemnaa ¢pomorpagus rAa3Horo gra
npasoro u AeBoro raasa. Onpegeasemcs genur-
MeHmMUpOBaHHoe, GAegHOe IAa3HOoe GHO C HepaB-
HOMEpHbIM OMAOKeHUeM NUrMeHma Ha CpegHel
u Kpatineti nepugepuu. Auck 3pumeAbHOro HepBa
geKoAOpUPOBAH, rpaHuybl Yemkue. Ommeyaemcs
BBIPWKEHHAA ampohus U UCHe3HOBEHUe XOpUuo-
KANUAAADOB U CPEJHUX XOPUOUGAALHLIX COCYJOB,
«NPOCBeYUBaHUE» CKAEDbL

Fig. 1. Color photograph of the fundus of the right
and left eye. A depigmented, pale fundus with
uneven pigment deposition on the middle and
extreme periphery is determined. Optic disc is
decolorized, the borders are clear. Marked atrophy
and disappearance of the choriocapillaries and
middle choroidal vessels, «translucency» of the
sclera are noted

Puc. 2. Ungpaxpachoe uzobpaxenue rAa3Horo
gHA npaBoro u AeBoro raasa. Onpegeasemcs
yCuAeHUe PUCYHKA NAPAYeHMPUAbHBIX COCYJOB
Xxopuougeu, a MaKxe «NAMHUCMBIL» Xapaxmep
UeHmpaAbHOU 30HbL

Fig. 2. Infrared image of the fundus of the right
and left eye. An increase in the pattern of
paracentral vessels of the choroid is determined,
as well as the «spotty» nature of the central zone

MAITUEHTA, ObLI BBICTABJICH IMarHo3: OU — xopousepe-
MusL. YacTuuHas aTpodus 3pUTEILHOIO HEPBA. MuOINs
cpennert creneHu. CI0KHBIA MUOTNYECKUI ACTUI'MA-
TU3M. /I yTOUYHEHNA TUATHO3A MAIUEHT HATIPABJIEH B
MEJIUKO-TEHETUYECKUI [IEHTP.

OBCY KIEHUE

XOpOoHAEPEMHUIO HECOOXOAUMO AU HEPEHIIMPOBATH
C APYIUMU HACJIEACTBEHHBIMM XOPHUOPETUHAILHBIMHA
32060JIEBAHNUAMH, B YACTHOCTH C TUI'MEHTHBIM PETHHH-
TOM, aTpoduert I'npare, MUOIIMYECKON JiereHeparyert
CETYATKH, TUCTpOduer Buertu, cuugpoMom Atiepa 1-ro
THIIA U U3MEHEHUAMH IVIA3HOT'O JHA IIPU AIbOMHU3ME.
Jyarios XopouJepeMUr MOKHO MPEANONOXKUTL Ha
OCHOBAHMU XAPAKTEPHBIX U3MCHCHUH IVIA3HOI'O JIHA U
CEMEMHOTO dHAMHE3A U IIOJTBEP/AUTD IIPSAMBIM I'€HETH-
YECKHMM TECTUPOBAHHUEM MM MMMYHOJIOTHYECKUM
HUCCIEJOBAHUEM C aHTUTENOM IPOTHUB REP-1. BodaMoskHa
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Puc. 4. Ckanst OKT-EDI npasoro u AeBoro raa3a. a — ckaubt OKT-EDI reBoro raa3a (cpe3 uepe3 obAacmb npegnoiaraemoil posea). Hag nopa-
JKeHHbIMU 00AaCmMAMU B CAOAX CEMUAMKU BU3YAAU3UPYIOMCA HeOOoAbUUE UHMPapemuHaAbHble Kucmbl, 0 — ckanbl OKT-EDI npaBoro raasa (cpe3
yepe3 obAacmb npegnoaaraemoll posea). Hag nopaxernbMu 06AaCMAMU B CAOSAX CEMUAMKU BU3YAAU3UDYOMCA HEOOAbWUE HAPYKHbIE MYyOY-
Aquuu

Fig. 4. OCT-EDI scans of the left of the right eye. a — OCT-EDI scans of the left eye (section through the area of the presumed fovea). Small intraretinal
cysts are visualized in the retinal layers above the affected areas; 6 — OCT-EDI scans of the right eye (section through the area of the presumed fovea).
Small external tubulations are visualized in the retinal layers above the affected areas
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Puc. 5. Aazepnas cnexa-gparoyrpagust npaBoro u AeBoro raa3a ¢ usmepenuem cpeghett MBR (omuocumeabnas ckopocmb KpOBOMOKA). @ — AQ3€PHASL
cnekA-gaoyrpagus npaBoro raasa ¢ uzmepenueM cpegueli MBR (omrocumeabras ckopocmb kpoBomoka). Cpegrue 3naverus MBR ra OD cocmasu-
Au 4,8; 6 — ra3epras cnekA-hAoyrpagus AeBoro raasa ¢ udmepenuem cpegreti MBR (omuocumeabhas ckopocmb KDOBOMOKA) cpegrue 3navenuss MBR
Ha OS paBHbl 5,6

Fame

Fig. 5. Laser speckle flowgraphy of the right and left eye with measurement of the mean MBR (relative blood velocity). a — laser speckle flowgraphy
of the right eye. The mean MBR values at OD were 4.8; 6 — laser speckle flowgraphy of the left eye with measurement of the average MBR (relative
blood velocity) average MBR values on OS are 5.6

U NPEHATAIbHAA JUATHOCTUKA 3200JIEBAHNA METOJAOM  JIMETBI, OOTaTOM OBOIIAMU U (PPYKTAMH, IPUEM BUTA-
MOJIMMEPA3HOM LIEMHOM PEaKIUU. [JOCTYITHOIO CIIE-  MHUHHBIX KOMIUIEKCOB C JJIOTEMHOM U IMPOBEJEHUE KYP-
(PUYECKOTO IEYEHMSA B HACTOAIUI MOMEHT HE PAa3pabo-  COB KOHCEPBATUBHOTO JIEYEHUS, JIJIT OOECIIEUEHUA MAK-
TaHO. ITareHTaM peKOMEHYETCS ITIPOBE/ICHUE PETY/ISIP-  CUMAJIBPHO BBICOKOTI'O KAa4ECTBA JKU3HHM HA3HAYACTCS
HBIX OOCJIEIOBAHUN Y OPTAIbMOJIOr, COOMIOACHHUE  KOPPEKLMS COMYTCTBYIOIMNX AHOMAINN pedpakimu [18].
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SAK/IIOYEHME

B ¢BA3M ¢ HU3KON PACIIPOCTPAHEHHOCTBIO B ITOITY-
JIALWHN, MEJIEHHBIM IIPOI'PECCUPYIOIIUM CHUKECHHUEM
3PUTEIbHBIX (DYHKIIUH IPEICTABIACTCS BAXKHBIM HAOJIIO-
JIEHHE 32 ITAITUEHTAMU C JIAHHBIM HACJIEZICTBEHHBIM 3200~
JIEBAHUEM. B mpe/ICcTaBICHHOM KIMHUYECKOM CIydae
[TALIMEHT C XOPOUJEPEMUE ObLT OOCIEAOBAH C JJINTEb-
HBIM BDEMEHHBIM HHTEPBAJIOM (35 JIET), HATJIATHO IIPO-
JEMOHCTPUPOBAHA JUHAMUKA 3200JIEBAHMA U HEOOXO-
JUMOCTDb IIPUMEHEHUA MYJIBIMMOJAIBHOIO MOAX0AA C
1eapio JUu@PEPEeHINATbHON JUATHOCTUKU PEJKUX
HACNIEJCTBEHHBIX XOPUOPETUHAIBHBIX JHUCTPOMUIL.
HeobxoauMOCTb METUKO-TEHETUYECKOT'O KOHCYJIBTHPO-
BAHMS, PETYILIPHOI'O OOCIEIOBAHNSA TAITUEHTOB HA IIPE/I-
MeT U3MEHEHMI 3PUTENBHBIX (DYHKIINIL, COCTOAHHSA CET-
YATKH ¥ XOPHUOUJICH TIO3BOJISICT IIOCTABUTD IIPABUILHbBIA
JMATHO3 U OIIPEIC/IUTD (DYHKIIMOHAILHDINA 3PUTEIbHBIA
MPOTrHO3.
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