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B cepuu kaunuueckux cayuaes npedcmaegnervt npumepsl MyabmMumMoOarbHol 8U3YaANU3aUUY HACAe0CMBEHHbIX OUCMPOQUILL cemuamKu
(HZIC) na npubope Mirante (Nidek, fInonus) u ux conocmaegaenue c pe3yromamamu 20eKmpo@Pu3uU0A02UHECKUX Memodo8 OUaeHOCMUKU.
Obcnedosano 4 nayuenma ¢ pazauunvimu H/[C: gumenaughopmmoil maxysoducmpodghueii 63pocavix, 6oae3nvro Lllmapeapoma, 6 mom uucae
¢ fundus flavimaculatus, u nuemenmuoim pemunumom. Myabmumooarvras eu3yaruzayus 6KA4AAA UsemHY0 yHIyc-ghomoepaguro,
aymoghayopecueHyuro ena3Hoe0 OHa, pempopedcum U ONMUHECKYI0 K02epeHmHY0 momozpaguro. Jaexmpopemunoepagduio 6binOAHAAU
Ha anekmpopemunoepage MBN (Poccus), snexkmpookynoepagurwo — na cucmeme ReTISCAN Science (Roland Consult, I'epmanus).
C nomoublo HeUHBA3UBHBIX MEMOO0E BU3YANUZAUUU CEMUAMKU NOKA3AHbL Cneyupu1eckie nammepHsl HacaedCmEeHHbIX OUCMPODULL, XOPOULO
Koppeaupogaguiue ¢ OGHHbIMU I1eKmpoPu3Uosocu4eckux ucciedosanuii. Kombunayus myasmumoodansHoil éusyaiusayuu Ha niamgopme
Mirante (Nidek, fnonus) é couemanuu ¢ 3nekmpouauosocuteckumu memooamu OUAeHOCMUKY Modcem Obimb YCNEUHO UCHOAb308AHA 8
KOMNAeKCHOU uaeHOCMUKe, MOHUMOPUHee NPOPeccuposanus u oyerke pezyrsmamog neverus HJ[C.
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Multimodal visualization data of inherited retinal degeneration (IRD) on a Mirante platform (Nidek, Japan), used in a number of clinical

cases, is compared with the data obtained by electrophysiological diagnostic methods. 4 patients with varying IRD were examined: adult-onset

Jfoveomacular vitelliform dystrophy, Stargardt disease, including those with fundus flavimaculatus, and retinitis pigmentosa. Multimodal
imaging includes: colour fundus imaging, fundus autofluorescence, retro mode, and optical coherence tomography. Electroretinography was

performed using an MBN electroretinograph (Russia), and electrooculography was performed using a RETIscan Science system (Roland
Consult, Germany). Using non-invasive retinal imaging methods, specific patterns of inherited dystrophies were shown, which correlated well

with the data of electrophysiological research methods. The combination of multimodal imaging on the Mirante platform (Nidek, Japan) in

combination with electrophysiological diagnostic methods can be successfully used in complex diagnostics, monitoring of the progression, and

evaluation of the results of IRD treatment.
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Hacnencrennsie nuctpoduu cetuatkul (HIC) — Gonbimast
rpyIina HacJleACTBEHHBIX 3a00ieBaHui T1a3. Ha ceronHsmHuii
IIleHb M3BECTHO Oostee 260 TeHOB, aCCOIMMPOBAHHBIX C HACTIC-
cTBeHHbIMU 3a00eBaHusiMu cetyatku [ 1]. HIC pazBuBatorcs B
pe3yabTarte MyTaluii, KOTOpble TPUBOISAT K MOPAXKEHUIO (HOTO-
PELENTOPHBIX KJIETOK, TTPOSIBISIIOTCS AMCHYHKIIUEN CETUATKYU U
notepei 3peHust. HC sBasiioTcst KIMHUYECKU FeTepOreHHbIMU,
pasanyaroTcs Mo CTeNeHU TSKeCTH, BO3pacTy BOZHUKHOBEHUS,
rnaToreHesy, XxapakTepy mporpeccupoBaHusl 3a00JeBaHUST U
xapakTepy HaciaenoBaHus [1, 2]. 3a mocienHee necsITUICTHE
MPEANPUHSITO MHOXKECTBO MOMBITOK 0XapaKTepU30BaTh KaXK bl
BUI AUCTPOGUY C TOMOILBIO PA3TMYHBIX HEMHBAa3UBHBIX IMArHO-
CTUYECKUX METOJIOB, BKJII0Yas ayTO(III0OPECIEHIIUIO [JTA3HOTO
nHa (FAF), ontuyeckyto korepeHTHY0 Tomorpaduto (OKT) u
peTpoMonanbHyto Budyanuzanuio [3—5]. Ho, yunTsiBast BbICO-
Kyto ¢peHoTUNIMYeCcKyto BapuabeabHocTh HJIC, o01enpruHsIThIM
SIBJISIETCS MYJIbTUMOAAJIBbHBII MOAXO/ K BU3yaIM3al MU CETYATKU.
IToa TepMUHOM «MYJIbTUMOJAJIbHASI BU3yaTU3allUsI» B HAYYHOM
JIUTEpaType MOHUMAIOT MOAXOJ K AMATHOCTUKE OTHOTO 3a00J1e-
BaHUSI TyTEM KOMOMHAIIMY PA3IMYHBIX METOJOB BU3yaTU3alINU.
TexHo0rMY BU3yaTu3allMu CETUYATKU in Vivo BMECTE C DJIeKTPO-
(husmosornuecKMMu uccaenoBaHUsSIMU SIBJSIOTCST DyHAaMEH-
TaJIbHBIMU JJI51 AMATHOCTUKU, MOHUTOPUHTA ITPOrPECCUPOBAHUS
U KOHTpoJis pesynbratoB edenust HAC [1, 3].

B naHHoI1 cTaThe B cepur KJIMHUYECKUX CTy4aeB Mbl IIPU-
BOAMM MPUMEP MYJIbTUMOAATbHOM Busyanusauuu HIC Ha npu-
6ope Mirante (Nidek, SImoHusT) 1 conocTaBisieM MOJTy4eHHbIS
NIaHHbIE C pe3yJibTaTaMM 2JEeKTPOGU3NOTOTUYECKUX METOIOB
JIMarHOCTUKH.

MATEPUAJ 1 METO/IbI

O06cnenoBaHo 4 mareHTa ¢ pazanayHbiMu HIC: murMeHT-
HbeiM petuHUTOM (ITP), Gonesnsio [lltaprapara, B TOM yucie ¢
Sfundus flavimaculatus (FF) n ButeummdopMHOit MakyJIoauCTpO-
¢ueit B3poCIbIX.

Bcem nmanueHTaM mpoBOIMIIN 3JIEKTPODU3UOIOTMIYECKUE
uccienoBaHusl U obcienoBaHre Ha npudope Mirante (Nidek,
AnoxHus).

OnexrpoperrnHorpaduo (DPI) BbIMOJHSAIN HaA 3JIEKTPO-
perunorpade dpupmbl MBN (Poccust), anekTpookynorpaduto
(B0T') — na cucreme RETIscan Science (Roland Consult,
I'epmanus).

MynbTUMOJATbHAs THaTHOCTHYeCcKas cucteMa Mirante
(Nidek, SImoHus) npeacrapiaseT coboit KOMOMHAIMIO KOH(O-
KaJIbHOTO CKaHUPYIOLIETo JazepHoro odranbmockomna (cSLO)
BbicoKoro padpeteHus (4K HD) u cnekrpanbHoro OKT. OKT
Mirante 3axBatbiBaeT 85 000 A-cKaHOB B CEKyHIy. MakcuMaJib-
Hasi JyTiHa ckaHa — 16,5 mm. ¢SLO nMeeT 4 oTAeTbHBIX JTa3ePHBIX
WCTOYHMKA (CUHUI J1a3ep — 488 HM, 3esieHbIl J1azep — 532 HM,
KpacHbIii 1azep — 670 HM 1 MHGpaKpacHbIi 1aszep — 790 HM),
CITOCOOHBIX IPOHUKATh Ha Pa3HYIO TIYOUMHY CETUYATKH, UTO MO-
3BOJISIET UX MCITOJIb30BATh B Pa3HBIX TEXHOJIOTUSIX AMATHOCTUKMU.
B nipuBeie HHBIX TPUMEpPAX UCTIOb30BaHbI CIEAYIONINE METOIBI
BU3yaJIM3alluM CETUaTKU: 1iBeTHas1 yHmyc-doTorpadust cSLO
(CUHMUIA, 3eJIeHbII U KpaCHBIH J1a3ep), B TOM YMCJIe YIbTPaIIUpPO-

koro o 163°, FAF (cuHuMii U 3eIeHbIii Ja3ep) U peTPOPEKUM
(nH(DpaKpacHbIii 1a3ep).

FAF — HenHBa3uBHBII MeTO BU3yan3anuu Gayopodo-
POB MPUPOAHBIX MOJIEKYJT, KOTOPbIE MOTIONIAIOT U U3JTy4aloT CBET
onpe/e/eHHOM IJTMHbI BOJTHBL. PyopeciieHIMs — 9TO CBOMCTBO
onpeeIeHHbIX MOJIEKYJI M3JTy4aTh CBET C O0JIbLIEl ITUHOM BOJI-
HbI, YeM JUTMHA BOJHbI BO30Y:KAa10111ero n3nydeHus. OCHOBHBIM
HMCTOYHUKOM CHUTHAJIa ayTOMIYOPECIIEHIINYT CETIATKY SIBIISICTCS
BO30yXaeHue GhayopodopoB B IUMOMYCLIMHE.

PetpopekuM ocHOBaH Ha UCTIOIb30BaHUU UH(MPAKPACHOTO
sazepa 790 HM, IEHTPaAJILHOTO YIIOpa Y OKCLEHTPUYHOI anepTy-
Pl TSl oJiydeHus1 rcepao-3D-u3obpaxkeHus. B crangaptHoM
pexume cSLO npsiMoit OTpaKeHHbBI CBET BOCIIPUHUMAETCS
LIEHTPAJIbHOI arepTypoi, a pacCcesIHHbIA CBET OJOKUpYeTCs.
B perpopexume Bce HA0OOPOT, MPSIMON OTpPakKE€HHBbI CBET
OsioKupyeTcs, a 60KoBas anepTypa BOCIIPUHUMAET TOJbKO pac-
CEesSTHHBIH CBET C OINpeeIeHHO CTOPOHbI (B OOKOBOM Harpaniie-
Huu) [4]. N3o0paxeHue mosIiBAsIeTCS KaK TEHb
OT CHJTY9TOB PETMHOXOPUOUIAIbHBIX IETae il U MHTPapeTUHAIb-
HbIX 0OBEKTOB. BBIMYKIIbIN OOBEKT MOXKET BU3YAJTU3UPOBATHCS
KaK BOTHYTBII WJIM BBIMYKJIbIA B 3aBUCUMOCTU OT BBIOpAHHOM
arepTyphl.

PE3YJIBTATDBI

Bumeanugpopmnas maxyroducmpogus 3pocavix. IlaneHT
T., 55 ner, ooparmicst B HMUII rna3Hbix 6ome3neir M. ['eab-
MTOJTbIIA C JXalobaMu Ha CHWKeHUe 3peHust. OcTpoTa 3peHus
OD — nBuxenue pyku y sua OS 0,1.

Dnexrpodusnonorniaeckue nccienopanus: DOl — omneHka
ITOCTOSTHHOTO MOTEHIIMAIA TJ1a3a U (PYHKLIMKY TUTMEHTHOTO 3ITH -
teaus ceryatku (I1DC). ¥ manmenTa D0 nmeeT HOpMaTbHBII
BMJI C TEMHOBBIM CITaZIOM B TEMITOBYIO (pa3y U CBETOBBIM MOIb-
emoM B cBeToBY. Koapduumenr ApaeHa cocrapisiet 2,4 Ha
ODwu 2,5HaOS.

JlaHHBIe MYJTbTUMOJATBHON BU3YyaTU3allUN Y MallUeHTa C
BUTEJTM(HOPMHOI MaKyIOAUCTPODHE B3POCIIBIX ITPEACTABICHbI
Ha pucyHke 1, A—]I.

bonesuw llImapeapoma. INauyent T., 45 net. AHaMHE3: 1BY-
CTOPOHHSISI TIPOTPECCUPYIONIAsST TOTEPS LIEHTPAIBHOTO 3peHUs,
nedeKThl IIBETOBOIO 3peHus 110 TabaumnaMm PadbkunHa. OctpoTta
3peHus ¢ MaKcuMaJbHOI Koppekuueit cocraBuia OU 0,17.
JlnireasHOCTh TeueHUs 3a001eBaHusI cCOCTaBisieT Oosee 15 JeT.

MoutekynsipHast TeHEeTUKA: y TallieHTa OOHAPYKEHBI TPU
HauboJiee 4YacTo BCTpeyvawlnuecs Mytauuu B reHe ABCA4:
p.L541P, p.A1038V u p.G1961E. benok ABCA4, komupyeMblit
omHonMeHHBIM TeHoM (OMUMM* 601691), mpenctasisieT coboii
peTrHOCTIeIM(pUIeCKN MeMOPaHHBIN GeJ0K, KOTOPHBIA 3KC-
MPECCUPYETCS B TUCKAX HAPYKHBIX CETMEHTOB MAIOYKOBBIX 1
KOJIGOYKOBBIX (POTOPELIENTOPOB. DTOT OEJIOK UCITOJIB3YeT SHEP-
ruio AT® st nepeHoca N-peTHHMI-(hochaTU NI TaHOIAMKUHA,
YYaCTBYIOILETO B PV PKYJISLINN PETUHAJIS, UTPAIOIIEro BaXKHYIO
pPOJIb B 3pUTENIBHOM IIMKJIE. YUUTBIBAs KOMIUIEKCHBIE JaHHbBIE
JHK-nrnarHocTMKu 1 MHCTPYMEHTAJILHOTO OOCIeI0BaHUS, Y
nairueHTa BepuduimpoBaiu 6oe3Hs [l taprapara c ayrocoMHO-
pEeLeCCUBHBIM TUITOM HaCJIe[IOBAHUSI, SBJISIONIYIOCS Hauboliee
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yacTou MakyJsipHoU auctpodueit. [lalimeHTy 1 ero poauTeasiM
He MPOBOJUJIMN CEerperallmoOHHO-MOJEKYISIPHBIN aHAIU3 BBULY
HEJIOCTYMMHOCTU poauTeseit npodanna. OnHaKo Haauuue Tpex
paHee OMMCAHHBIX MAaTOT€HHBIX MYTallMil ¢ OOJIbIION doJeit
BEPOSITHOCTU MONTBEPKAAET TUArHO3.

DnekTpodusnosornieckre ucciaeIoBaHus: MaKCUMasb-
Hast DPI" u BeicokouacToTHast putMuueckass DPI' — B Hopwme;
MakyJisspHas xpomarudeckass DPI Ha KpacHbIil CTUMYJT — Cy0-
HOpMaJibHas (aMIuIATyaa b-BoiaHbl cocTaBuia 60 % OT HOPMBI
Ha 00OMX I1a3ax).

JlaHHbIE MYJTbTUMOAQIBHON BU3yaau3aluu y NalnueHTa
¢ 6ose3Hblo IlTaprapara npeacraBiieHbl Ha pucyHke 2, A—/J1.

Fundus flavimaculatus. Tlanuent J1., 28 net. [IpeabsiBisier
JKaj00bl Ha CHUKEHHWE 3peHUsT, HApYLIEHHEe 1IBETOONLYIIIEHUS U
CHIXEHHUE 3peHUsI B TeMHOTe. OCTpOTa 3peHUsI C MAKCUMaTbHOM
koppekuueii cocrapisier OU 0,7—0,8.

DneKTpOoPU3NOIOTUIYECKHUE UCCIICIOBAHUS: aMILUIUTY1a
b-BoJIHBI MakcUMaTbHOI DPI” yMepeHHO CHUKEHA 1 COCTaBIIsI-
eT 0koJ10 70 % OT HVMIKHEM TPaHMIIbI HOPMBI. JIATEHTHOCTD a- U
b-BotH MakcuMasibHOM DPI yminHeHa. AMIUIUTYIA BBICOKO-
yacToTHO# putMudeckoit DPI Ha 30 'l cHMXKeHa 1 cocTaBJIsIeT
0k0J10 20 % OT HOpMBI. AMILTMTY/Ia b-BOJHBI MAKYJISIPHOM XpOMa-
tyeckoit DPI Ha KpacHBII cTuMyJ1 cHuKeHa 10 40 % OT HOPMBL.

JlaHHbIe MYJIBTUMOIAIbHON BU3yanu3auuu namuenTa c FF
MpeACcTaBiIeHbl HAa pucyHkKe 3, A—/1.

Tuemenmuotii pemunum. TlanmeHT A., 67 net. Jluartos
ITP yctaHoBieH B Bo3pacte 29 ser. Hukranonust (;kajnoobl Ha
OTCYTCTBUE 3peHUs B TeMHOTe). OcTpoTa 3peHUs ¢ KOppeKiuei
6uHOKyJIsIpHO 0,4. KOHLIEHTpUYEeCKOE Cy>KEHUE MOJIsI 3pSHUS 10
5 rpa. OT TOYKU (hUKCALMM.

MonekynsgpHas reHeTHMKa: OOHApPY>XKeHbl paHee OMuCaH-
Hble TTATOTEHHbIE MyTallMU: MUcceHc-myTauus p.Thr2465Ser,
HoHceHc-MmyTauus p.Cys385* u neneuust p. Thr2883fsBrene EYS
(OMUM 612424), KOTOPBIIi KOTUPYET OAHOMMEHHBIN GEJIOK,
9KCIPECCUPYIOLINICS B HAPYKHBIX CErMEHTax (hOTOPeIeNnTOPOB
Y 3HAYUMBI U151 ToJIepKaHust MOpdosioruu (hoToperienTopoB
Y 3pUTENbHBIX QYHKIIMIA, ONTOCPEeAOBAaHHBIX UMU. Bce MyTanuu
YCTaHOBJIEHBI B TETEPO3UTOTHOM COCTOSIHUM. JlaHHbIE MoJie-
KYJISIPHO-T€HETUUECKOM AMAarHOCTUKU MO3BOJUIN YCTAHOBUTH
ITP 25-ro tMna ¢ ayToCOMHO-PELIECCUBHBIM HACEA0BAHUEM.
B naHHOM ciydyae mpoOaHay U €ro poauTeNsIM He MPOBOAMIN
cerperaliMoOHHO-MOJIEKYJISIPHBII aHaIM3 BBUIY HEIOCTYTHOCTU
ponuteneii npodbanna. OnHaKo HaIMYKe TPeX paHee ONMMCaHHbIX
MaTOreHHbIX MyTalluii ¢ OOJBILION H0Jeil BEpOSITHOCTU MO -
TBEPXKIaeT IUarHo3s.

DeKTpoU3NOJOTUIECKUE UCCIeNOBaHMUSI: CKOTOTINYE-
ckas OPTI', makcumanbHasg DPI', BBICOKOYACTOTHASI U pUTMUYEC-
ckast OPT Ha 30 't — HeperucTpyemble; MaKyJIsipHast XpOMaTH-
yeckast DPI” Ha KpacHBI CTUMYJT — CyOHOpMaJsibHasl.

JlaHHbIE MYJIbTUMOAQJIBHON BU3yaau3allu MalMeHTa C
ITP u xucto3HbIM MakyJisspHbIM oTekoM (KMO) nipeacraBieHbl
Ha pucyHke 4, A—]1.

OBCYXJIEHUE

Ml onucanu ceputo KiimHuueckux ciaydyaeB HIC Ha ocHo-
B€ MYJIbTUMOJQJIbHOI BU3yaJu3allMu MPU MOMOIIU M1aTHOPMBI
Mirante (Nidek, SInoHus) u 371eKTpodU3MOJIOTUIECKIX METOI0B
nccaeT0BaHMS.

Bumenaughopmras maxyrooucmpoghus 63pocavix — pejikasi Ha-
CJIeICTBEHHAs MaKyJIoTaTusl, BriepBble onrcanHasi [accomB 1974r.,
XapakTepu3yeTcst Mo3aHUM HavaioM (40—60 jieT), MeIUTeHHBIM
MPOrpecCUpPOBAHUEM U BBICOKOI BapuadeabHOCTbIO MopdoJio-
TMYECKUX M (DYHKIIMOHATBHBIX U3MeHeHUH [6]. TUIMMIHBIM ITpO-
SIBJIEHMEM Ha IJIa3HOM JIHE SIBJISIIOTCSl OuaTrepaibHble, aCUMMe-
TpU4HbIE (hoBEOSIPHBIE WK ITEPUGDOBEOSISIPHBIE CYOPETUHATIbHBIE

MopakeHMsI OKPYIJIOi WIIM OBaJIbHOM (hOpMBI 3KeaToro 1Bera [5].

B npeactaBieHHOM KJIMHUYECKOM ciyyae MpaBblil T1a3
COOTBETCTBOBAJ aTpoGUUYECKOil cTaaun BUTEIUIMGOPMHOMI
MakyJoaucTpoduu B3pociabix. Ha 1iBeTHOM M300paxkeHUU B
¢ oBeoISIpHOM 001aCTU BU3YaIM3UPOBAJICS OKPYIJIbI aTpoduye-
CKMi1 ouar ¢ yeTKuMu rpanutiamu (puc. 1, A), kotopomy Ha FAF
COOTBETCTBOBAJIa 30Ha ruroayrodiayopecueHunu (puc. 1, b),
a B peTpopexume — runeppedaeKTuBHbIN Gokyc (puc. 1, B).
OKT noarBepxxaaeT aTpoUUECKYIO CTaANI0 3a00IeBaHMSI, BbI-
SIBJISISI XapaKTEePHbIE CTPYKTYPHbBIE U3MEHEHHUSI B BUIE OTCYTCTBUSI
HapY>KHOTO SIIEPHOTO CJ1051, HAPY>KHOM MOrpaHUYHOM MeMOpaHbl,
HapY>XHbIX U1 BHYTPEHHUX CErMEHTOB (hoToperienTopoB u [15C
(puc. 1, IN).

JleBblii TJ1a3 COOTBETCTBOBAJ CTAAMU TMCEBAOTMITONMOHA
BUTETMGOPMHOI MakynoaucTpoduu B3pocibix. Ha 1BeTHOM
M300pakeHUU XOPOIIO BUIEH MPUITOAHSTHIM ouar B popMe Bep-
TUKaJIbHOTO OBajia C HEOOIBIIUM XEITOBATHIM (POKYCOM B HYK-
Heityactu (puc. 1, A). Kinrouom K onpeieieH1Io CTaauu 00Je3HU
SIBUJIOCH OOHApYKeHUE TOPU3OHTAJILHOTO YPOBHS XUIKOCTU C
TMOMOIIIBIO COIMOCTaBJICHUS N300pakeHUI BUTEIIUPDOPMHOTIO
oyara, IOJIydYeHHBIX C IIOMOIIbIO 1IBETHOI (yHIyC-DoTOrpa-
¢um cSLO, FAF u perpomonanbHoii Bu3yanusauuu (puc. 1, I1).
Ha ctaauu nceBaorunonuoHa BUTEAIMGOPMHBIN MaTepual
ocellaeT B HIDKHUX OTAeIaX CyOpeTHHATIBHOTO ITPOCTPAHCTBRA, a
B BEPXHUX OTeax 00pa3yercs ONTUYECKU MycTast 30Ha, YeTKO
BU3YaJIU3UPYETCsl TOPU3OHTAIbHAS TPAHUIIA pa3/esia ABYX Cpe/l.
FAF obHapyXuia MHTEHCUBHYIO TMIIepayTo(IyopeCLeHIIUIO B
HWXKHUX OTe/1ax BUTETMMOPMHOro oyara ¢ XOpoIilo BUTUMOM
TOPU30HTAILHOM I'PAHULIEN CBEPXY, KOTOPOU MOJHOCTHIO COOT-
BETCTBOBaJIa rUTNopedIeKTUBHAs 001acTh (Te€Hb), BbISIBJICHHAs
Ha 1ceBao-3D-u3o0paxkeHun. BureummdopMHbIil MaTepua
COCTOUT M3 BHEKJIETOUHBIX CTPYKTYP, BKJIIOUAIOIIUX OCTATKU
Hapy>KHBIX CETMEHTOB (POTOPELIENITOPOB C HAKOIJIEHHBIM JIUTO-
(byumHoM, 4TO M OTNIpenesieT UHTEeHCUBHOCTb CUTHaIA ayToduty-
opecueHuuu. OKT Bepuduimpyet Harure cyodoBeossipHOro
KymnoJjioo6pa3Horo ButeandopmMHoro ouara mexay I[OC u
MembOpaHoit bpyxa (cMm. puc. 1, T).

Hnst ouenku pyHkuuu [TDC BeinmoHeHa DOT. Y nanueHTa
DO0TI uMeeT HOPMAaJIbHbIN BUJ C TEMHOBBIM CITaIOM B TEMHO-
By10 a3y M CBETOBBIM IOABEMOM B CBeTOBY10. KoadduiimeHT
ApneHa cocTaBisieT 2,4 Ha MpaBoOM TIJ1azy U 2,5 Ha JICBOM IpU
HopMme Gostee 1,5. HopmaibHbie mokazatenu DOI mo3BosiioT
KJ1accubUIIMPOBaTh U3MEHEHMS, BbISIBJIEHHbIE KTMHUYECKU U C
noMouibio OKT, FAF u perponzo0pakeHusl, Kak BUTELT(POPM-
HYI0 MaKkyJ10aucTpoduio B3pocibiX. OHa BO3HUKAET Y B3POCIbIX,
4yeM oTJIM4aeTcs ot 0os1e3Hu becta, mpu KoTopoii KoadduiimeHt
ApaeHa CHUXKEH.

bonesnv llImapeapoma — 510, KaK MPaBUIO, ayTOCOMHO-
peliecCuBHas MakyJisipHast IMCcTpodusi, CBs3aHHas C MyTaluei
B reHe ABCA4 |7, 8]. B onuchiBaeMOM KJIMHUYECKOM CJIydyae
MMEIOTCSI TATTMYHbIE U3BMEHEHUSI, CBSI3aHHbIE C [TO3AHEN cTaauei
6oae3nu lllraprapara: OunarepanabHasi MOTepsl HEHTPAIbHO-
IO 3peHUs IPYU HOPMaIbHON (DYHKIIMOHATIBHON aKTUBHOCTU
nepudepruyecKoil ceTyaTku, aTpouueckre oyaru B MaKkyse,
OKpYKE€HHbIE pa3HO0Opa3HbIMU O (hopMe nsaTHaMu. LleHTpasib-
HOIi 30He aTpo¢MU Ha LIBETHOM M300pakeHMH IJ1a3HOTO AHA
(puc. 2, A, B) cooTBeTCTBOBAJI TMNOAYTOMIYOPECLEHTHBIM CUT-
Has FAF ¢ yeTkumu rpaHuuaMu, otpaxatoiuii nmorepio [HC
(puc. 2, B). Bokpyr 3onbl atpoduu Ha FAF npucyrcTBoBao rajio
runepayTtoduyopecueHiu (puc. 2, B), cBsI3aHHOI ¢ HApYIIEHU-
eM MeTaboIin3Ma Ha ypoBHe Komruiekca «[ 19C/doroperienTopbi»
¢ HakoruieHueM ymnodycurHa (rnsatHa). FAF, kpome Bo3aMox-
HOCTU OIpeaeeHus] IpaHull 00J1acTU aTpoduu, MO3BOISIET OT-
cJIeXuBaTh mporpeccupoBaHue 6osie3nu Ll taprapara. [lokazaHo,
YTO CKOPOCTb POCTa MaKYJISIPHOM aTpodUU 3aBUCUT OT UCXOTHOMU
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Puc. 1. lNMaumneHT ¢ BUTENNIMHOPMHON MakynogucTpodbuern B3pocibiX.
A — uBeTHas pyHayc-doTorpadus cSLO. [IBycCTOPOHHEE aCUMMETPUY-
Hoe dpoBeonsipHoe nopaxeHue. OD — atpoduyeckas ctagms. OKpyribiii
oyar aTpodum B poBea C YeTKMMU rpaHmLamm. OS — ctagus nces-
porvnonuoHa. NpunogHaTei odar B ¢posea B GopMe BEPTUKASIbHOIO
oBana C XentoBaTbiM GOKYCOM (B HUXHEN 4aCcTu), COOTBETCTBYIOLLNIA
cybpeTuHanbHOMY ckornneHuio mateprana. b — FAF. OD — ouar ru-
noayTodnyopecLeHLNN C YHETKUMU FPaHnLLaMK, COOTBETCTBYET 30HE
aTpodum NUrMeHTHOro anuTenus cetyatkm. OS — Gokyc runepayTo-
dnyopecueHunn B GOBEONSPHOM 30HE, COOTBETCTBYET CybpeTunHab-
HOMY CKOMJEeHNIO BUTENNTMHOPMHOro matepmana. B — petpopexum.
OD — runeppednekTnBHbI GOKYC OKPYrioi GopMbl C HETKUMU FPaHN-
uamn. OS — o6nacTb C HeTKMMU rpaHnLamm B GopMe BbIMyKoro Bep-
TUKaNbHOr0 OBana C rmnopednekTMBHbLIM YPOBHEM XUOKOCTU (TEMHas
TeHb). [ — OKT. OD — aTtpodusi nurmeHTHOro anutenus cetdatku (M3C)
M HAPY>XHbIX CJTOEB CETYATKM, yCueHHast peneKTUBHOCTb XOPUOUAEN.
0OS — cy6d0oBeONAPHEIN KynonoobpasHbIi rmnopednekTUBHbIN cybpe-
TUHaNbHbI BUTENINGDOPMHbIN ovar mexay M3C n membpaHoii Bpyxa.
0 — OS — peTekumnsi ypoBHS XNOKOCTM C NMOMOLLbIO COMOCTaBNeHUs
n306paxeHnin BUTENNMGOOPMHOro oyara rno AaHHbIM LBETHON PyHayC-
doTtorpadum cSLO, FAF n petpopexmma

Fig. 1. Patient with vitelliform adult-onset foveomacular dystrophy.
A — color fundus image cSLO. Bilateral asymmetric foveolar lesion.
OD atrophic stage. Rounded focus of atrophy in the fovea with clear
boundaries. OS stage of pseudohypopyon. Elevated focus in the fovea
in the form of a vertical oval with a yellowish focus (in the lower part),
corresponding to a subretinal accumulation of material. B — FAF.
OD focus of hypo-autofluorescence with clear boundaries, corresponds
to the zone of retinal pigment epithelium atrophy. OS focus of hyper-
autofluorescence in the foveolar zone, corresponding to subretinal
accumulation of vitelliform material. B— retro mode. OD hyperreflective
focus of a rounded shape with clear boundaries. OS area with clear
boundaries in the form of a convex vertical oval with a hyporeflective fluid
level (dark shadow). ' — OCT. OD atrophy of retinal pigment epithelium
(RPE) and outer layers of the retina, increased choroid reflexivity.
OS subfoveolar dome-shaped hyporeflective subretinal vitelliform focus
between RPE and Bruch's membrane. [, — OS liquid level detection
using image matching of vitelliform lesion from, color fundus imaging
cSLO, FAF and retro-mode

Ionaay runoayrodyopecteHunu (Mm?), 6osiee KpyHble Mo-
paxkeHusi MporpeccupoBaiv ObIcTpee, yeM OoJiee Meskue [8].
IlceBnoTpexmepHasl KapTUHA JAeTalbHO BU3YaJIU3UPYET 30HY
atpoduu U NMpUMBbIKAIOIIME K Heil upperyJssipHbie 1o gopme
nsiTHa, Koppeaupys ¢ kaptuHoid FAF (puc. 2, T'). C yuetom sToii
KOPPEJISIIMKM MOXKHO MO aHAJIOTUM MCIOJIb30BaTh PETPOPEXKUM
JUTS1 OLIEHKM MPOrpeccupoBaHusi 3a00seBaHus1. PeTpopexum uc-
MOJIb3YeT MH(PPaKpaACHYIO JJIMHY BOJHBI U SIBJISIETCS 00Jiee KOM-
(hopTHBIM 1151 TaliMeHToB, yeM FAF. OnHako B iuTepaType Ham
HE BCTPETUJIOCH TPOAOIbHBIX UCCAETOBAHUI C UCTIOJIb30BAHUEM
peTpomMonalibHOM Budyanu3anuu npu 6osie3nu Lltaprapnra. OKT
00BEKTUBHO MOATBEPXKIAAET CTPYKTYPHbIE UBMEHEHUSI, CBSI3aHHbIE
¢ arpodueii [T1DC u poropenentopos (puc. 2, J1).
MakcumanbHast DPT 1 BbIcOKOYACTOTHAsI pUTMUYECKAST
OPT 6buIM B HOPME, UTO XapaKTepu3yeT COOTBETCTBEHHO (hyHK-

LU0 NepudeprvecKoil ceTyaTK U KOJOOYKOBOM CUCTEMbI
ceTyaTKM Kak HopMaibHy0. MakyisipHast xpomatuueckas DPT
Ha KpacHbIi CTUMYJ1 — CyOHOpMasbHast (aMILIUTYAa b-BOJHBI CO-
craBmia 60 % OT HOPMbI Ha 000X IJ1a3ax), YTO CBUICTEIbCTBYET
0 HapylleHuu GYHKIIMU U KOPPEIUpyeT ¢ JaHHBIMU 1IBETHOM
dyHnyc-pororpacbuu, OKT, perpopexkuma u FAF.

Fundus flavimaculatus (FF) — (peHOTUIIYeCKOE MPOSIBICHUE
oosie3nu LlTaprapara, onmucanHoe Franceschetti, xapakTepusyetcst
TO3ITHMM HAYaJIOM ¥ MeJJIEHHBIM MporpeccupoBaHueM [9]. Tunuy-
HBIM MPOSIBIEHNEM 3a00J1€BAHMS SIBJISIFOTCSI MHOXKECTBEHHbIE TTSITHA,
BbISIBJIsIEMbIE ITPpU o TaibMocKonuu. [TsITHa BO3HUMKAIOT B pe3yJibTa-
Te HaKoIIeHUs1 iirodycurHa Ha ypoBHe [TDC, uMeroT pa3inuHyo
(opmy 1 pasmepsbl. B nprBeneHHOM KIMHMYECKOM Cilydae yalie
BCETO BCTPEYAIHCH MITHA BBITSIHYTOM (DOPMbI (UTO OTJIIMYALT IMSITHA
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OT pY3), COMPUKACAIOLIMECS IPYT C APYTOM MO/l PA3HBIMU YIJIAMU,
OHU MOIIM (POPMHUPOBAThL X-00pa3Hyl0, y-00pa3HyIo Wiu (popMy,
HAaIoOMUHAIOLYIO pbIouit XxBocT (puc. 3, A, b). [TarHa nuddysHo
pacripeesisich oT hoBea 10 cpeHeit neprdepuu ceTyatku. [nas-
HOE JHO ITPUOOPEIIO XapaKTePHbI COTOBUIHBINA y30p (puc. 3, A, B).
FAF BbIsIBUIa KaK TUTIO- TaK 1 TUTIEpayTO(IyOpeCLEHIINIO MSITEH,
YTO OTpaXkaeT u3MeHeHue coctana JumnodyciHa B [19C u Bpemst
nosiBNieHus siteH (puc. 3, B). [TponoabHbIe CCieNoBaHUS TISITEH C
nomo1tibio FAF nmokazanu uameHeHue xapakrepa hyopeclieHTHOTO
CUTHaJIa C TeYEHHUEM BPEMEHM: OT TTOCTENEHHOTO YBEIMYEHHsI TUTIE-
payTohIyopecleHIIMH C TOCEAYIOIIM ITOCTENEHHBIM CHYKEHUEM
1o rurnoayrtoduyopecueHimu. B pabore M. Voigt u coast. [10]
Obl1a OOHapyXeHa KOppeJslvs MHTEHCUBHOCTH ayTodyopec-
LIEHIIMY TITEH U CTENIeHU TPOHUKHOBEHMSI TUTIEppedIeKTUBHOTO
Martepuasayepes ciou ceTdatku 1o naHHbM OKT ¢ MakcMabHbIM
curHaioM FAF npu Hamuumuy 1emo3uToB Ha YpOBHE HAPYKHOTO
SITIEPHOTO CJI0sI ceTYaTKU. B paccMaTpruBaeMoM KITMHUYECKOM CTydae
runeppedeKTuBHbIE (DOKYCHI ATTO3UTOB (puc. 3, /1), COOTBETCTBY-
IOLIIME TISITHAM, BOCHOBHOM PAacIoiarajiuch Ha ypOBHE BHYTPEHHE
yactu [1DC (tun I no nanueim OKT-kinaccudukauum nsaTeH
G. Querques 1 coarr. [11]).

OpnHoit u3 ocobeHHocTei 6ose3nu IlTaprapara u FF,
XOpOIIO BUAMMOM Ha IBETHBIX M3o0paxeHusx u FAF, aB-

Puc. 2. MaupeHT c 6onesHblo LLTaprapara. A— ugeTtHas dyHOyc-doTo-
rpadpua cSLO. OU — Bu3yannampyeTcs LeHTpasibHas 30Ha atpodun,
OKPY>XEHHast NONNMOPdOHBIMUN XENTbIMU NePUDOBEOCTSPHBIMU NATHA-
Mn. b — ugeTtHas dyHayc-doTorpadua cSLO ynbTpalimpokoro nons.
B — FAF. OU — runoaytodnyopecLeHTHas 0651acTb B MaKyJsie C YeTKn-
MW IrpaHnLAMK, OKPYXXEHHAs rmnepayTodnyopecueHTHbIMU NGTHAMU
(rano). ' — naobpaxeHue B petpopexmme. OU — runeppednektme-
HbI oYar ¢ YeTKMMW rpaHnLamMm, BOKPYr KOTOPOro BU3yann3upyoTcs
npperynsipHbie no popme o6pa3oBaHsi, COOTBETCTBYIOLLME NATHAM Ha
LBETHOM n3obpaxeHuu. [ — OKT y naumeHTa ¢ 6onesHsbio LLtaprapara.
OU — nctoH4eHmre cetyatkm B doBeonspHoii 3oHe. OU — noTeps MN3C
1 GOTOPELLENTOPOB, YCUEHNE CUIHANA OT Xopuonaen

Fig. 2. Patient with Stargardt's disease. A — color fundus image. OU,
the central zone of atrophy is visualized, surrounded by polymorphic
yellow juxtafoveolar flecks. 6 — ultra-wide field cSLO color fundusimage.
B — FAF. OU a hypo-autofluorescent area in the macula with clear
boundaries surrounded by hyper-autofluorescent flecks (halos).
[ — retro-mode image of a patient with Stargardt's disease. OU a
hyperreflective focus with clear boundaries, around which formations
of irregular shape are visualized, corresponding to retinal flecks on a
colorimage. [ — OCT in a patient with Stargardt's disease. OU thinning
of the retina in the foveolar zone. OU loss of RPE and photoreceptors,
increased signal from the choroid

JISIETCSI OTHOCHUTEJIbHAS MepUunanuisspHas COXpaHHOCTD,
XapakTepu3ylolascs oTcyTcTBUeM nsaTeH u atpoduu [MOC B
rnepunanuuisipHoi obaactu cetruatku (puc. 3, A—B). Tounbie
MPUYUHBI OTHOCUTEJIbHON COXPAHHOCTU O0JIACTU CETYATKU
BOKPYT IMCKa 3pUTEJIbHOTO HEPBa MPU HAJTUUUU pacpocTpa-
HEHHOTro 3a00JIeBaHMsI OCTalOTCs HesicHbIMU. [IpeamnonaraioT,
YTO B IaHHOU 00J1aCTU ceTYaTKU Oosiee 6JaronpusiTHOE COOT-
HoureHue «oTopenienTop / kinetka [IDC», a Takke MeHbIIIee
oTookucaUTEILHOE TTOBPEXICHUE U HAKOTIJIEHUE JTUTodyc-
IIMHA Ha YPOBHE KoMILIekca «portopetenTop / [I1DC» Benen-
cTBUE 0oJiee TOJCTOrO BbIIIEIekKallero MepurnanuiaspHoOTo
CJIOSI HEPBHBIX BOJIOKOH ceT4yaTku [12].
TlceBno-3D-u3obpaxeHue 1eMOHCTPUPYET UPPETYJISIPHYIO
Tororpacduio TOBePXHOCTH MSITEH Ha yPOBHE HAPY:KHOM CETIaTKI
u [19C B BUJIe YHUKAIBHOI KAPTUHbBI, HATTOMUHAIOIIE T JIYHHYIO
TTOBEPXHOCTh MJIW TIOBEPXHOCTD JIMCTA 3KeJje3a MOocjie YeKaHKKU
(puc. 3, I'). BOJABIIMHCTBO MATOJOTMYECKUX YU4aCTKOB COOT-
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Puc. 3. MNMauveHT ¢ Fundus flavimaculatus. A — ugeTHas dyHayc-doTo-
rpadpusa cSLO. OU — anddysHoe pacnpeneneHme Xento-6enbix narex
ot dosea Ao cpenHen nepudepun cetyatku. MNepunanmnnapHas 3oHa
(30oHa Bokpyr [3H) nHtakTHa oT naTeH. b — naHopamHoe n3obpaxeHne
(koMBUHaUMA yNbLTPALUMPOKUX n3obpaxeHuii). B — FAF. OU — MHOxe-
CTBEHHbIE (POKASIbHbIE YHACTKM TMMNEP- 1 rnoayTopyopecLeHLmmn, COoT-
BETCTBYIOLLUME NATHAM, BbISB/IEHHbLIM HA LIBETHOM M300paXXeHUN rna3Horo
nHa. ' — n3obpaxeHue B peTpopexmme. OU — ncesno-3D-Bmayannsaums
HakonneHus nunodycumnHa (NaTeH) Ha yposHe M3C, B BUOE BbITAHYTbIX
BO3BbILLEHNI C Pa3Hor HGOPMOI 1 pasmepamu, HANOMUHAIOLLMX JTYHHYIO
NOBEPXHOCTb UM MOBEPXHOCTb INCTA Xene3a nocne YekaHkn. [, — OKT B
npoekunn naTeH. M'neppednexTrBHble GOKyChl AEMO3UTOB HAa ypoBHe M3C
Fig. 3. Patient with Fundus flavimaculatus. A — color fundus photograph
of a ¢SLO. OU diffuse distribution of yellow-white flecks from fovea to
the mid-periphery of the retina. The peripapillary zone (the area around
the optic disc) is intact from flecks. B — panoramic image (combination
of ultra-wide images). B — FAF. OU multiple focal areas of hyper- and
hypo-autofluorescence corresponding to the flecks identified in the color
image of the fundus. I' — retro-mode image. OU pseudo-3D visualization
of lipofuscin accumulation (retinal flecks) at the RPE level, in the form of
elongated elevations with different shapes and sizes, resembling the lunar
surface or the surface of an iron sheet after minting. [ — OCT in the pro-
jection of the flecks. Hyperreflective focuses of deposits at the RPE level

BETCTBYIOT ISITHAM, BBISIBIEHHBIM Ha IIBETHOM M300pakeHUH,
HO HEKOTOpbIE O0JIee MeTKMe N3MEHEHUST ObLTN BUIHBI TOJIBKO
B PETPOPEXKMME.

Awmmutyna b-BonHbI MakcumanbHou DPI, oTpaxkaromeit
GyHKIIMIO (GOTOPEUENTOPOB U OUITOISIPHBIX KJIETOK mepude-
pUYECKO CeTYyaTKM, YMEPEHHO CHUKEHA M COCTaBIISIET OKOJIO
70 % ot HUXKHEW TpaHUIIBI HOPMBI. JIaTEHTHOCTD a- U b-BOJH
MakcuManbHoi DPI ynmuHeHa. AMITIATYIa BEICOKOYACTOTHOM
purmuyeckoit DPI Ha 30 'ty cHkeHa 1 cocTasiisteT okojio 20 % ot
HOPMBI, UTO XapaKTepU3yeT CHIKEHNE OMO3JIEKTPUIECKON aKTHB-
HOCTH KOJIOOYKOBO CUCTEMBI CeTYATKM KaK 00Jiee BEIpaxKEHHOE.
AwmrunTyna b-BoJIHBI MaKyJISIpHOM XxpoMaTtndeckoi D PI'Ha kpac-
HBII cTUMYJT cCHIDKeHa 10 40 % OT HOPMBI, UTO CBUIETETBCTBYET 00
OTHOCHUTEJIBHOI coXpaHHOCTU (yHKUMH poBea. M3 manabix DPT
CJIeyeT, YTOo y TallMeHTa B OOJIbIIIEl CTETIEHN CKOMITPOMETHPO-
BaHa KOJIOOYKOBAsI CHCTeMa CETYAaTKM, B HAUMEHBIIEH CTeITeHN
3aTpoHyTa (hoBea, YTO KOPPEJIUPYET C OCTPOTOM 3peHUS, KAPTUHOM

rnazHoro aHa, FAF, OKT u perpopexkuMom.

Iluemenmmoiii pemunum IpeaCcTaBisIeT COOOM reTepOreHHYIO
TPYMIY HACJIEACTBEHHBIX AMCTPODUIL CETUATKU, XapaKTePU3YIO-
LIMXCS HApyILIEHUEM CyMEPEYHOTO 3pEHMU S, TPOTPECCUPYIOIIIUMU
nedeKkTamMu 1oJist 3peHU st OT Nepudepun K LIEHTPY U B KOHEYHOM
UTOTe, Ha MO3MHUX CTaausIX 3a001eBaHus, cienoToil. I[1porpec-
cupoBaHue 3a00JieBaHUS COMPOBOXKAAETCSI CHUXKEHUEM OMO-
9JIEKTPUYECKONM aKTUBHOCTU CeTYaTKH, MOPMOCTPYKTYPHBIMU
M3MEHEHUSIMU Ha YPOBHE HAPYKHOM U BHYTPEHHEN CeTYaTKu 1
cocynuctoit obonouku [13, 14]. I[Toteps 3penust ipu [1P siBsieTcst
pe3ynbTaToM Tuben poropenenTopoB u Kietok [DC.

Mpbl onucanu kimHudeckuii ciaydaii ITP ¢ KMO. Haubonee
XapaKTepHBIMU MPU3HAKAMU, BUIMMbBIMU Ha LIBETHOM M300pake-
HMM IVIa3HOTO IHA Y TalMeHTa Ha o3aHux ctaausx [P, ssasiorcst:
OTJIOXKEHUE MUTMEHTA B BUJIE «<KOCTHBIX TeJIeLl» Ha epuepuu ceT-
YaTKH, CY>KeHNe U yMEHbIIIEHHE KOTMYECTBA PETHHATLHBIX COCYIOB,
«BOCKOBU/IHas OJIETHOCTh» IMCKA 3pUTeIbHOrO HepBa (puc. 4, A, b).
«KocTHble Tebla» mpeacTapisiioT co00i MeJlaHMHCOAepKalllre
kiteTku [TDC Ha ypoBHE BHYTpEHHEH CeTI4aTKU, OHU XOPOILLIO BUIHbI
Ha LIBETHOM M300paxkeHuu (puc. 4, A, b) 1 B perpopexxume (puc. 4,T).
Ha FAF oTyeTnuBO BUIHBI yY4ACTKU TUII0AYTO(MIYyOPECLIEHIINN
Ha nepudepum ceTyaTKu BCAEACTBUE AereHepaluy (oToperer-
topoB u [1DC (puc. 4, B). O6pataer Ha ce0s BHUMaHKUE XOPOIIIO
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BUIMMasI COCyAUCTast CETh XOpUOMAeH Ha Tiepucepuu ricesao-3D-
U300paKeHMs1, KOPPeIMPYIOIasi C ydyacTKaMM aTpoMUu Mo TaHHBIM
FAF. I1apadoBeanbHO BBISIBISIETCSI TUIIEPayTO(IyOPECIICHTHOE
KOJIBbIIO, U3BECTHOE KaK Kojbllo PobcoHa — Xonaepa, KoTopoe
OTpakaeT rpaHMILy MexXIy (PyHKIIMOHAILHO HOPMAJILHOI ceTyaT-
KOI1 M CeTYaTKOM C OTCYTCTBUEM (PYHKIIMOHAILHOM aKTUBHOCTH.
[Ipenmnonaraiot, yTo runepayTodIyopecleHIIMs] KOJIblia CBsI3aHa
C JIOKaJIbHbIM HaKOITJIEHUEM JIMTMOMYCIIMHA U3-32 UHTEHCHBHOTO
(arommTosa HapyXHbIX cerMmeHTOB (oTopenientopos [IDC [15].
CykeHMe AuaMeTpa KoJiblia MOXKET CIIYXKUTh OOBEKTUBHBIM KpH-
TepreM IIPOrpecCUPOBAHMS 3a00JIEBaHUSI.

KMO nipu I1T', o saHHBIM JIUTEpaTyphl, BcTpevaeTcs y 10—50
% niatmeHToB [ 16]. TouHslii matoreHe3 oopazoBanust KMO nipu [TP
HEU3BECTEH, MPEroNaraloT HECKOIbKO BOZMOXKHBIX MEXaHU3MOB
WY MX KOMOMHAIIMIO: HapyllleHre reMaTopeTUHAIbHOrO Oapbepa,
nucdyHkims HacocHoi yHkimu [1DC, mncdyHKIms kieTok Miosn-

Jiepa, BUTPEOPETUHATbHAS TPAKIIUS Y aHTUPETUHATbHbIC aHTHTENA
[16]. Ha FAF KMO Bu3yanu3upoBajcst KaK ClIerka MpUIOIHSAThIE
MYJIbTH(OKAIbHBIE YYACTKU TUMepayTodIyopeciieHIIMN B BUE
JieniectkoB win stydeii (OD > OS) (puc. 4, B). T'unepayrodiyopec-
ueHims mpu KMO Moxer ObITh 00yCIIOB/IeHa HaauuueM (iyo-
poOpOoB B KKCTAX, a TAKKE CMEIIEHUEM MaKYJISIPHBIX TUTMEHTOB
(JTIOTEWH, 3eaKCaHTUH), YTO JAeT BO3MOXHOCTh BU3YaTM3UPOBATh
ecrecTBeHHY10 ayTtodiyopecteHuuio [I1DC. FAF He naet ungopma-
LIMIO O CTPYKTYpE U1 IJIOIIAAM oTeKa. PeTpopekyiM mo3BosisieT 6osiee
JIETATbHO MAEHTHU(DUILIMPOBATh KaXK10€ 13 MHOTOUMCIEHHBIX KUCTO3-
HBIX IPOCTPAHCTB M OLICHUTD ILI01Iaab oTeKa (puc. 4, I'). Ha OKT B
TONEPEYHOM CEUEHUU XOPOILIO BUHBI MHOTOUMC/IEHHbIE KUCTO3HbIE
MPOCTPAHCTBA HAa YPOBHE BHYTPEHHETO sIIEPHOTO ¢J10s1 (puc. 4, I1).
BrbIsiBIIeHHBIE € TOMOIBIO MYJIBTUMOAATBHOM ccTeMbl Mirante
CTPYKTYPHbIC M3MEHEHMSI XOPOLLIO KOPPEIMPOBAIU C TaHHbIMU DPT.
Ckotormueckast DPI GbuU1a HeperucTpuyemast, uTo CBUICTEIILCTBYET 00

Puc. 4. MNauneHT ¢ NUrMeHTHbIM peTnHUTOM. A — uBeTHas dyHayc-doTorpaduma cSLO. OU — oTnoxeHne nurmeHTa no TUny «KOCTHBIX TeseL» 3a
npegenamMmu cocyaucTbix apkag, A3H nmeeT BOCKOBUAHYO GNefHOCTb, CyXXEHUE N YMEHbLUEHNE KOIMYECTBA PETUHANBbHBIX cocyaoB. b — LBeTHas
dyHayc-poTorpacdusa cSLO ynbTpawumpokoro nons. B — FAF. OU — yyacTkm runoaytodiyopecueHumn BcneactTene aereHepauum dortopeuen-
TopoB un M3C. MapadoBeonspHoe KosbLO runepayTodnyopecueHumn (konblo PobcoHa — Xonaepa). BuayannampyeTtcs KUCTO3HbIA MaKyIsipHbI
oT1ek OD > OS B B1ae MynbTUdOKaNbHOM rmnep- nnm n3odayopecLieHLIMM B LIEHTPE MaKyJibl, M0 GOpMe HanoMUHAIOLLEN «enecTku». [T — n3obpaxeHre B
peTpopexume. MceBo-3D-BrayannaaLms MHOrOYMCIEHHbIX MOMMOHasIbHBLIX KUCTO3HbIX MPOCTPAHCTB, 6onee KpynHbix Ha OD, yem Ha OS. Ha nepudepun
M306paxXeHNs XOPOLLIO BUAHbI «<KOCTHbIE TefbLa» 1 cocyabl xoprovaen. [ — OKT naumeHTa ¢ KNCTO3HbIM MaKyiPHbIM OTEKOM, 2CCOLMMPOBAHHBLIM C
NUFMEHTHBIM PETUHUTOM. MHOro4McneHHbIe NOAUMOPdHbIE KUCTO3HbIE NpocTpaHcTea OD > OS Ha ypoBHE BHYTPEHHEr0 SAEPHOro Cios

Fig. 4. Patient with retinitis pigmentosa. A — color fundus photograph of a cSLO. OU pigment deposition by the type of “bone spicules” outside the
vascular arcades, the optic disc has “waxy pallor”, narrowing and a decrease in the number of retinal vessels. b — ultra-wide field cSLO color fundus
photograph. B — FAF. OU areas of hypo-autofluorescence due to degeneration of photoreceptors and RPE. Parafoveolar hyper-autofluorescence ring
(Robson — Holder ring). Cystic macular edema OD > OS is visualized as multifocal hyper- or isofluorescence in the center of the macula, shaped like
“petals”. I — retro-mode image. Pseudo-3D visualisation of numerous polygonal cystic spaces, larger on OD than on OS. On the periphery of the image,
“bone spicules” and vessels of the choroid are clearly visible. [, — OCT in a patient with cystic macular edema associated with retinitis pigmentosa.
Numerous polymorphic cystic spaces OD > OS at the level of the inner nuclear layer
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OTCYTCTBUM (DYHKIIMU MATOYKOBOM CUCTEMbI CETYATKU, MAKCH -
MasibHasi — TakXKe HeperucTprupyemasi, YTo OTpakaeT OTCYTCTBUE
GYHKIIMU (HOTOPELIENTOPOB 1 OUITOJISIPHBIX KJIETOK nepudepu-
4yecKoii ceTuatku. BeicokouacroTHast u putmudeckas DPI Ha 30
't — HeperucTpupyemMbie, YTO TOBOPUT 00 OTCYTCTBUU (DYHKIIMU
KOJIDOUYKOBOI1 cucTeMbl. MakyJiisspHas xpomaTudeckast OPT Ha
KpacHbIii CTUMYJ — CyOHOpMaJibHasl, YTO CBUIAETEIbCTBYET O
CHIKeHUU (PyHKIMU (HDOTOPELENTOPOB U OUIOJSIPHBIX KJIETOK
MaKyJIsSIpHOM 00JIaCTU CeTYaTKM 1 B TO K€ BpeMs 00 0OCTaTOYHOMI
(GYHKIIMU KOJIOOYKOBOM CHCTeMBI B Mpeaeiax Koyblia Po6cona
— Xonepa.

3AKJITIOYEHUE
LBerHast pynayc-dororpacpust cSLO, FAF, perpopexum

u OKT, BbINOJIHEHHBIE Ha eIUHOM TuiaTopme Mirante, ripeao-
CTaBJIAIOT BaXXHYIO I/IH(i)OpMaHI/I}O KakK JJisd KIMHUYCCKUX, TakK
u aisg dyHnameHTanbHbIX uccaenoBanuit HIC. C nmomolibio
HEMHBA3MBHLIX METOJO0B BU3YyaJIM3allUM CETUYATKHM ITOKa3aHbI
crietrduueckrie MOpdOCTPYKTYPHbBIE MATTEPHBI 3a00J1€BaHMIA, XO-
POILIO KOPppEAMpOBaBIINE C TaAHHBIMUA d)YHKL[I/IOHaIII)HbIX MECTOI0B
JUArHOCTUKU. KombuHanus MYHLTHMOHHJILHOﬁ BU3YyaJIM3allM1 Ha
matgopme Mirante (Nidek, AroHust) B coueTaHNH ¢ 371eKTpOpU-
31OJIOTMYECKMMU METOAAMMU MCCIIEIOBAHUI MOXET OBITh YCHECIIHO
MCMOJIb30BaHa B KOMIUIEKCHOM JMAarHoCTUKE, MOHUTOPUHIC ITPO-
rpeccupoBaHMsl 1 OlieHKe pe3ynbTatoB jieueHuss HIC.
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