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<> Bgedenue. BuresnndopMHble MopakeHUsi LeHTPaJbHON 06JIaCTH CEeTYATKH Y B3POCJIbIX MALMEHTOB Mpe/l-
CTaBJISIOT cO6O0H reTeporeHHyI0 rpymnmy 3aboJeBanuil. B cratbe onucanbl pa3juyHble BAPHAHThI BUTENIUPOPM-
HbIX H3MEHEHHH Y B3POCJIbIX M0 JaHHbIM 0MyOJHKOBAaHHOH uTepaTypbl. Mamepuaast u memoodst. I1poanaJn-
3UPOBaHbl U OMKCAHBl Pa3JMUHble BAPHAHTBI BUTE/JIM(DOPMHBIX H3MEHEHHI CETYATKH Y B3POCJbIX 10 AaHHbBIM
onmy6JIMKOBaHHOM JIMTEPATY PbI, MPUBEAEHBI TTPUMEPBI H3 COOCTBEHHOH KJIMHUYECKOH MPAKTHKH C UCTTOb30BaHU-
eM MyJIbTHMOJa/IbHOTO noaxosa. Obcyscdenue. BuremicdopmHble H3MEHEHHs! LIEHTPaJbHON 06J1aCTH ceTyar-
KH MOTYT J1e610THpPOBaTh B Pa3HOM BO3pacTe, NPOTEKaTh MOHO- M MyJbTH(OKANbHO, UMETh pa3JHuHble CTaauH
Jlerpafialiii BUTEANHPOPMHOr0 MaTepralsa, MacKUpysCch MO APyTHe MopaxKeHUsl MaKyAsipHOH 30HbI U 3a/HET0
noJifoca rada. Muorue U3 3Tux 3a6oJieBaHUi MOSIBJASIOTCS B CBSI3H C MyTallMsIMH B OTJEJ/bHBIX TeHaX, OHaKO
JIOCTaTOuHO GOJIbLIAs YacThb CJay4YaeB pacleHUBaeTCsl KaK cropajauyeckas. B HacTosilliee BpeMs ornucaHbl Xa-
pakTepHble MPU3HAKK PA3JHUHBIX BAPUAHTOB 3a00/€BaHUH C HAIUMYHEM BUTE/IIH(OPMHOTO MaTepuaJa, oHako
1M depeHaNbias AMarHocTHKa ¢ IPYyTUMH TOX0KUMH 3a00J1eBaHUSIMH (OTe/IbHBIMH (hOPMaMH BO3PaCTHOM
MaKyJsipHOH JiereHepallii U LeHTPaJbHON CepO3HON XOPUOPETHHONATHEH) BecbMa 3aTpyHUTE bHA U TpebyeT
MYJIbTUMOIA/IbHOTO O TaIbMOJIOTMYECKOT0 MOIX0/1A, a B PsIJie CAyYaeB — MPOBEACHHS FreHeTHYECKHUX HCCIEe0-
BaHuk. 3axarodernue. ButesandopmMuble TOpazkeHHs! LIEHTPabHOH 00J1aCTH CeTYaTKH, KOTOPbIe BCTPEUaloTCst
Y B3pOCJIbIX MALLHEHTOB, — 3TO rpynna 3adoJieBaHUi, KOTOpble CJI0XKHO MO1aI0TCs IMarHOCTHKE, MacKUPYsiCh
NoJL Apyrue 3a00/eBAHUS LIEHTPAJILHOTO OT/eJ/1a CeTYaTKH, UTo TpebyeT 0T Bpaua ONpeleJéHHbIX 3HAaHUH, BO3-
MOKHOCTH TPOBEJICHHST MYJIbTUMO/IAJIbHON IMATHOCTHKH JI/151 TOCTAHOBKH IHArHO3a U Ha3HAYeHUs JieHeHHs MTPH

HEeOoOXOIUMOCTH.

<> Karwuessle caoga: nattepH-aucTpodusi; BUTEMTH(OPMHAST TUCTPOPHS B3POCBIX; BUTEJIHPOPMHAS
auctpocus becra; ontuiyeckas korepeHtHasi Tomorpadus; dJoopeciuenTHas aHruorpadgus; ayrodiioopec-

LUEHUHUS; MyJbTUMO/laJIbHAsl BU3yaIu3alusl.

VITELLIFORM CHANGES IN THE CENTRAL RETINA OCCURRING IN ADULTS
© N.V. Matcko’?, M.V. Gatsu'?, N.N. Grigoryeva**

I'S. Fyodorov Eye Microsurgery Federal State Institution, Saint Petersburg Branch, Saint Petersburg, Russia;

2North-Western State Medical University named after I.I. Mechnikov, Saint Petersburg, Russia;
3Saint Petersburg State Budgetary Healthcare Institution “City consultative diagnostic center No. 17,
Regional daibetical center, Saint Petersburg, Russia;

4Saint Petersburg State University, Saint Petersburg, Russia

For citation: Matcko NV, Gatsu MV, Grigoryeva NN. Vitelliform changes in the central retina occurring in adults. Ophthalmology

Journal. 2019;12(4):73-86. https://doi.org/10.17816/0V18513

Received: 16.10.2019 Revised: 07.11.2019 Accepted: 17.12.2019

<> OPHTHALMOLOGY JOURNAL. 2019;12(4) eISSN 2412-5423



B NOMOLLb NPAKTUKYIOWEMY BPAYY / FOR PRACTITIONERS

In
|

<> Introduction. Vitelliform lesions of the central retinal area in adult patients represent a heterogeneous group
of diseases. This article describes different variants of vitelliform changes in adults, based on the published li-
terature data. Materials and methods. We have analyzed and described different variants of vitelliform changes
in adults, based on literature data, examples from own clinical practice using multimodal approach are included.
Discussion. Vitelliform lesions of the central retinal area are can debut at various ages, occurring in mono- or
multifocal way, have various stages of degradation of vitelliform material, masquerading as other lesions of the
macular area and of the posterior pole. Many of these diseases appear due to mutations in determined genes,
though, a fairly large proportion of cases is considered to be sporadic. Nowadays, characteristic signs of different
diseases with the vitelliform material are described. But differential diagnosis with other similar diseases (some
age-related macular degeneration forms and those of central serous chorioretinopathy) is fairly difficult and re-
quires a multimodal ophthalmologic approach, and in some cases genetic studies. Conclusions. Vitelliform le-
sions of the central retinal area, occurring in adult patients are a group of diseases that are difficult to diagnose
and masquerade themselves as other diseases of the central retina, which requires certain doctor’s knowledge
and ability to carry out a multimodal imaging and prescribe the appropriate treatment if needed.

<> Keywords: pattern dystrophy; adult-onset foveomacular vitelliform dystrophy; Best vitelliform macular dys-
trophy; optical coherence tomography; fluorescent angiography; fundus autofluorescence; multimodal imaging.

BBEJIEHWE

BuressudopMHble M3MeHeHHsT MaKysipHO# o6J1a-
CTH, BCTpeyalollecs y B3POCJ/bIX MALUEHTOB, OXBa-
THIBAIOT LIEJIbIH CMIEKTP PACCTPOHCTB, KOTOPbIE TPY/IHO
anddepeHnpoBaTh Kak Mex1y co00H, Tak 1 C JIpyTH-
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Puc.1. Bapuantsl BUTE/JIM(BOPMHBIX H3MEHEHH I LIEHTPAJIbHON
006J1aCTH CETYATKHU, BCTPEUAIOLIUECS] Y B3POCIIBIX MALlH-
€HTOB

Fig. 1. Variants of vitelliform changes occurring in adult pa-

tients

MU 3200JIeBAHUSIMU MaKYJibl, TAKUMH KaK LleHTpaJibHasi
ceposnasi xopuopetuHonatusi (LICP) u Bospacthas ma-
KyJisipuast ierenepauusi (BMJL). B ocnoBe nosiBienus
THX U3MEHEHUH MOTYT Jie2KaTh reHeTHUECKHE, TOKCH-
yecKre, HMMYHOJIOTHYECKHE, JereHepaTUBHbIE U JpY-
rue, Moka elle HeM3BeCTHble MEXaHH3MbI.

B Hacrosiniee BpeMsi OTCYTCTBYyeT OOLIENPHHS-
Tasi KJaccupUKalMs BUTEJJIU(POPMHBIX H3MEHEHUH
ceTyaTku. BblnesisiioT nartepH-gucTpoduto, BUTEJ-
Jaucpopmuyio auctpocduio becta, ayrocomHo-perec-
CHBHYIO 6eCTPO(HMHONATHIO, OCTPYIO 3KCCYIATHBHYIO
MOJIMMOPHYIO BUTEITH(DOPMHYIO MAKYJIONATHIO U T1a-
paHeoNIacTHYECKY0 BUTEJIM(OPMHYIO PETHHOMATHIO,
ACCOLMHMPOBAHHBIE C OHKOJIOTMYECKUMH M BOCMAJIH-
TeJIbHBIMU 3a00JIeBAHUSIMH, A TaKxKe BUTEJIU(POPM-
Hble ToparkKeHusl, CBsI3aHHble ¢ MPUEMOM Mpernaparos,
Takux Kak uHru6utopel MEK (KMHa3a MUTOreH-aKTH-
BHPYEMOH MTPOTEeHHKHHA3bI) U ledepokcamuna (puc. 1).

HeT eniHoro MHeHHs1 OTHOCUTEJILHO TEPMUHOJIOTHH
3aboJsieBanusi. Hanpumep, cienyer Jiv UCMOJIb30BATh
OJIMH TEPMUH /LISl TALIHEHTOB C BUTEJIU(OPMHON HC-
Tpoduell B3pOC/bIX C ayTOCOMHO-ITOMHHAHTHBLIM TH-
MOM HAaCJIe/I0BAHUST U MIPH BbISIBJEHUH CIIOPAJHUECKUX
cayuaeB. TepMHH «1IHCTPODHUST» LHMPOKO UCITOJIb3YeT-
cs1 B 0o(hTaIbMOJIOTHH 1151 OTTHCAHHST HACJ/IICTBEHHBIX,
MOHOT€HHBIX, JIereHepaTHBHbIX 3a00JeBaHUH ceTyar-
k. . Chowers et al. npeasiarator 3akpenuTb TepMHH
BUTEIMDOPMHAS «AUCTPOPUSA» JJIS OMUCAHUS CJIY-
4yaeB ¢ MOHOT€HHOU MyTalMer, a 1Jisl CopajiniecKux
cjiyyaeB 6e3 WIeHTHMUIIUPYEMOH OCHOBHON MyTalllH
MCIOJb30BaTh TEPMUH «jlereHepauus» [1].

OO61LMM 17151 BCeX BapHaHTOB M0JI00HOT0 Mopazke-
HHUSI LIEHTPAJIbHOTO OT/Ie/1a CETYATKH SIBJISIETCST OTJIO-
XKeHue BUTe IHpopMHOro MmatepuaJsa. OH HaKamIu-
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BaeTcs B CyOpeTHHAJIBLHOM TMPOCTPAHCTBE U COCTOUT
B OCHOBHOM M3 JIENO HApy»KHBIX CErMEHTOB (POTO-
peLenTopoB, MUrMeHTa, MakKpoharoB, HaCbIIEHHbIX
JIUMOQYCIUHOM, H KJIETOK PETHHAJNLHOIO MUTMEHT-
HOro 3nuTeus [2—6].

MATEPWUAJIbI 1 METObI

[IpoananusnpoBanbl ¥ OMUCAHbl pa3jHyHble Ba-
pHAHTBl BUTEJAIU(OPMHBIX H3MEHEHHH B3POCJbIX
10 JJaHHbIM ONYOJIHKOBAHHOM JIUTEPATY PbI, IPUBEJIE-
Hbl TPUMEPDBI U3 COOCTBEHHON KJIMHUUECKOH MPaKTH-
KM C MCI0J1b30BAHUEM MYJbTHMOJAJbBHOIO MOAX0/A.

BapuaHTbl KJAMHHUYECKOrO Te4YeHUs] BHUTEJJJIHU-
(hopMHDBIX NOpakKeHUd MaKyJibl
Ilammepu-ducmpogpus. TepmuH «naTTepH-Iuc-
Tpousi» Obl1 npennoxken M. Marmor u B. Hseih
IJ51 ONUcCaHus JAUCTPOdUHA, HeNoCcpeACcTBEHHO
BJIMSIIOUIMX HA pEeTHHAJbHbIH MUICMEHTHBIH 3MUTe-
qaui [7, 8]. K sToit rpynne 3abosieBaHuil Kpome BH-
TeJIIM(GOPMHOI TUCTPO(PUH B3POCIBIX OTHOCSAT TaK-
Ke NMaTTepH-TUCTPOMHUIO B BUJIE <KPblIbeB 6a00UKH»,
ncesno-llraprapar narrepu-gucrpoduto («fundus fla-
vimaculatus»), petukynspuyto auctpoduio, «fundus
pulverulentus» [9]. Myrauuu B rene PRPH2 wmoryt
ObITb MPUUMHON pa3BUTHsI TepBbIX Tpex U3 Hux [10, 11].
I'en PRPHZ2 konupyet GeJsiok nepudeput 2, KOTOPbIH
UrpaeT BaKHYIO CTPYKTYPHYIO poOJib B CerMeHTax
cdoropenentopos [10, 11]. Kak npasusio, y naipeHToB
C MaTTepH-AUCTPOUSIMH HAOJI0AI0TCS Pa3J/IHuHble
BapUaHTbl HW3MEHEHWH PEeTHHAJbHOTO MUTMEHTHOIO
SMUTEJIUS], YaCTO COMPOBOXK/IAIOLIHECS JIeNOHHPOBa-
HUEM TEMHO-KEJTOr0 CyOpeTUHAJILHOrO MaTepuaJa
B MakyJsipHOU obsiacTu U 3ajaHeM mnoJioce. Bospact
nebloTa  MaTTepH-AUCTPOPUHA  CHJIBHO BapbHUpyeT,
00bIYHO 3aboJieBaHHe O0CTAETCsl GECCUMITOMHBIM JI0
MSATOrO JIECATUIIETHS UJTH JlaxKe Ha MPOTSKEHUH BCei
YKU3HU. SHAuMTeJ bHAsl OTEPs 3peHust HaOJ1o1aeTcs
y 50 % nauuentos crapiie 70 JeT B pesysbTaTe Xo-
PHOPETHHA/ILHOH aTPOhUH U/UIH PA3BUTHS XOPHOM-
naJbHoi HeoBacKyasipuzauuu [10, 12].
Bumeaaugopmnas ducmpogus 83pocavix
HanOoJiee H3YUEHHBIH M pacrnpocTpaHEHHBLIA Ba-
pHAHT MopakeHHsl MaKyJbl C HaJUyueM BHUTEJJIH-
(opMHOro Martepuasa Ccpead MALKEHTOB cTaplie
40 net. 3aGoseBanue GblJo BrepBble onucaHo [ac-
com B 1974 r. [13], a B 1979 r. knaccudpuiipoBaHo
Kak ojHa U3 popM MaTTepH-AUCTPODHUH.
Kaunnuecku BuTeindopmuas 1uctpodusi B3poc-
JIbIX [TPEJICTaBJISIETCS IBYCTOPOHHUMU CyO(oBeasbHbI-
MM 2KeJITOBaTbIMH OTJIOXKEHUSIMH, pa3MepoM Mpumep-
HO B OJIHY TPeTh MJIOLLA/IM INCKA 3PUTEJILHOIO HepBa
(puc. 2, @), yacTo C MUrMeHTalMel B LIEHTpe, KoTopast

Fig. 2.

TunuuHbli c1yuail BUTeNIHDOPMHON TUCTPODHH B3pOC-
JIBIX: @ — 11BeTHOE (hOTO CEeTYATKH (B (hOBEOJIE 2KEThIH
OKpYIJIbIi Ouar 1MamMeTpoM oKoJo /3 muamerpa amcka
3pUTEJBHOTO HepBa); b — HccJefoBaHHe ayTO(J100-
pecueHUyd (B (oBeoJie rHNEPAYTOPIIOOPECLUPYIOLLHIT
ouar AMaMeTpoM OKoJIo |/5 iameTpa ucKa 3puTesbHOr0
nepsa); ¢ — OKT Bbicokoro pasperienust (runepped-
JIEKTHBHOE BUTEJJIMGOPMHOE BELLECTBO, 3aM0JHsIIOlee
NPOCTPAHCTBO MOJ OTCJIOEHHBIM HEHPOSMHUTEHEM);
d — OKT B aHruopexume, CJjoH XOPHOKAMHUJISIPOB
C HaJIO’KeHHBIMH COOCTBEHHBIMH COCYlaMHU (OTCYTCTBY-
0T MPU3HAKH HOBOOOPA30BaHHBIX cocynoB); e — DAl
(panHsisi apTepHoBeHO3Hast (dasa HCCJENOBAHHUS, T'H-
nodJoopecteruust B ¢oseode); [ — DAL (nozauss
apTepHoBeHO3Has (hasa HcCJIel0BaHUs, runepdioopec-
LeHLUST B 30He HAJMUUUST BUTEJNIU(DOPMHOTO BElleCTBa);
g — anruorpadusi ¢ HHAOLMAHUH-3e/EHBIM KpacHTeJ1eM
(runodumoopeclieHTHOE TMIITHO B (hOBeOJIe B 30HE HAJIH-
Upst BUTEJJIM(OPMHOTO BELeCTBa)

Adult-onset foveomacular vitelliform dystrophy, typi-
cal case: a — fundus photo, b — fundus autofluores-
cence (AF); ¢ — spectral optical coherence tomog-
raphy (OCT); d — spectral OCT HD Angio Retina
choriocapillaris; e, f — fluorescein angiography (FA);
g — indocyanine green angiography (ICQG)

<> OPHTHALMOLOGY JOURNAL. 2019; 12(4)

eISSN 2412-5423



=

B NOMOLLb NPAKTUKYIOWEMY BPAYY / FOR PRACTITIONERS

CO BpPEMEHEM MOKeT cTaTh OoJiee MHTEHCHUBHOM, Ha-
psily ¢ YMeHblIeHHeM KEITOro OKpallliBaHUs U pas-
BUTHEM aTpPo(UU PETHHAJBHOTO TMUTMEHTHOTO 3TH-
Tequst. JInarnocTuka sabosieBaHusl BKJlo4aeT B ceOs
IIMPOKHUH CHEKTP HCC/e0BaHUM, NUarHocTHuecKas
LEHHOCTb KOTOPBIX ellé TpebyeT yToyHeHus. Pesyiib-
TaThl TAKOTO MYJILTHMOJAJIbHOTO HCCJIEIOBAHUS MTPE]l-
CTaBJieHbl Ha pHUC. 2.

AyToioopecieHIIUsT BHISIBJSET sIPKOE CBeye-
HHE, COOTBETCTBYIOLIEE OTIOKEHHUIO BUTENIUDOPM-
Horo Bellectsa (puc. 2, b). B nurepatype onucano
HECKOJIbKO BapHaHTOB runepayTodoopecueHIH,
OJIHAKO MX TMPOTHOCTHYECKasl UEHHOCTb JI0 KOH-
ua He scHa [14—16]. datoopecueHTHAas aHrHoOrpa-
¢dust (PAD) B pannioo ¢asy ucc/enoBaHust 1eMOH-
cTpupyeT O6JI0K (DJII0OOpeCUeHIInH H3-3a HaJU4us
BUTEJIM(OPMHOrO Marepuasa W MUrMeHTa B o-
Bea (puc. 2, e). Ita 06J1aCTb MOKET ObITb OKPY2KeHa
KOJIBLIOM THIIepdJII00peCUEHIIMH, COOTBETCTBYIOLLIUM
30He aTPO(UPOBAHHOIO MUTMEHTHOIO SMUTEJHS.
B ¢aze peunpkysnsiuun yacto nposiBJseTcs okKpa-
IMBaHHWE BUTEJJIMPOPMHOIO MaTepuasa KpacuTe-
Jgem (puc. 2, f), Ipu 3TOM KapTHHA OKpalllMBaHHUS
MO2KET ObITb OLIMOOYHO PACLICHEHA KaK XOPHOUIAJb-
Hasi HeoBacKyssspusauus [6, 13]. B cBs3u ¢ Tem 4To
BUTeJIHOPMHAsST TUCTPODHUS B3POCJbIX B PEAKHX
CJyYasix OCJIOKHSIETCsl pa3BUTHEM XOPHOWAAJIbHON
HEeOBACKYJIsIpU3ALUH, MOXKET MOTpeOoBaThCs NPOBe-
JIeHHe JIOTOJHUTEJbHBIX MCC/e0BaHUM, TaKUX Kak
aHruorpadusi ¢ KpacuTeseM HHIOIMAHUHOM 3eJié-
HBIM (pHUC. 2, g) WJH ONTHYECKAs KOrepeHTHas To-
morpacus B anruopexxkume (anruno-OKT) (puc. 2, d).

[To nanubim OKT BuTennudopmubiii mMatepuasn
ornpeje/isieTcsl CKOMJIeHUeM TeTeporeHHoro rurnep-
pedIeKTUBHOTO MaTepuaja MexK1y MUIMEHTHbIM
SMUTEJIHEM U cJioeM (OTopelenTopoB (puc. 2, c).
Ha ckanax Bu3ya/sM3upylOTCS THIEPOTPazKaroline
«TIbIGKM» B HApPYKHbIX MJIEKCH(OPMHBIX U HAPYyXK-
HBIX SJEPHBIX CJIOAX, MPEACTaBJsAOLIME COO0H MHU-
TPUPYIOLLUH MUIMeHT, hopMUpYIolIUiics B 001acTH
BUTEJIHOPMHBIX OTJIOXKeHUH. HacTo Habo1aeTCs
M3MeHEHHAs JIMHUS JIJTUIICOUHON 30HbI, BHITSATHBA-
HHe (DOTOPELENTOPOB, UX «3p03Usi», POPMUPOBAHHUE
30H aTpouu MUrMeHTHOro snuteaus. Mceaenosa-
e EDI-OKT BwisiBsisieT cy6doBeasbHOe XOpHOHU-
JaJbHOE YTOJIIIEHHE M0 CPABHEHHIO C OOBIYHBIMH
rj1asamu ¥ riasamu nauuentos ¢ BMJL [17].

[Ipn ssekTpodusHosOrHIecKOM HCCAeI0BAHUN
B GOJIbILIMHCTBE CJyyaeB OMNpejessieTcss HopMalb-
Hasl 3JeKTPOOoKYyJorpadusi, U TOJNbKO B psijie ClydyaeB
BbIsIBJIsIIOTCA €€ aHamaJ/Jud. Takue JnaHHble npeso-
craBua J. Gass B 1974 r., a Takxke Japyrue rpymnibl
nceseioBatesiell B 6osiee nosaHue nepuonsl [14, 18].

[Ipy mpoBeneHHH TeHETHUYECKHX TECTOB MOHO-
reHHble MYTallUM BbISBAAIOT JHIIb Y HeOOJbIIONH
YacTH MAlMEHTOB C BUTEJJIUPOPMHON aucTpoduen
B3pocJbiX. [lpu Hanuuuu HacJenoBaHus Xapakrtep
ero 0ObIYHO ayTOCOMHO-JOMMHAHTHBIA (MyTalllu
B renax PRPH2 w BESTI), xoTsi onucaHbl ayToCOM-
HO-pelleCCHBHBIE cayyan (MyTauuu B reHax IMPGI
u IMPG2) [19].

Besok nepudepun, kopupyembi#i renom PRPH2,
SIBJISIETCS CTPYKTYPHBIM 3JIEMEHTOM JTUCKOB Hapy K-
HbIX CerMeHTOB (oTopenenTopoB. MyTaluuu B 3TOM
reHe CBsI3aHbl C LUMPOKUM CIIEKTPOM MAaToJOrUi ceT-
uatku [20].

3HauMuTeNbHO MeHbllas 10J5 cJydaeB BHUTeEJ-
JUGOPMHON AUCTPOGHU B3POCJBIX MOXKET OBITh
CBsI3aHA C ayTOCOMHO-JIOMMHAHTHBIMHM MYyTallMs-
mu B rene BESTI. Mytauuu B rene BESTI cnauana
CBSI3bIBAJIM HUCKJIOUMTENBLHO ¢ GoJsiednblo becra [22].
F. Kramer et al. nosxe naeHTudUMpoBaIy MyTalUu
rena BESTI y Bocbmu 13 32 (25 %) naluueHTos ¢ BH-
TeJNIMOPMHOI AUCTPOdHUEil BIPOCIBIX, Y KOTOPbIE He
OblyiM HalileHbl MyTalluu B rene PRPHZ2 [23]. CrouTt oT-
MeTHTb, 4To JIe610T H6oseann becra Moxer cayunThbes
BO B3pocsioM Bospacte. A. Renner et al. [24] npenrno-
JIO2KHUJTH, YTO TJIOLIAJb BUTEIUPOPMHBIX OTIOKEHUH
6osbuie npu BESTI-accounnpoBantoil MmakysonaTuu
B CJIy4asix BUTeJJHDOPMHON JTUCTPODHUH B3POCJIbIX.
Y 3TUX NALLMEHTOB Yallle BCTpeyaeTcst ceMelHbli aHaM-
He3 U GoJiee paHHUE Bo3pacT AebrTa 3aboJieBaHHs.
[To muenuto G. Querques BESTI-accounupoBanHble
MaKyJIonaTHH MOXKHO PaclleHHBaTh Kak opmy 60J1e3-
Hu becra, npoTekaoliyio 6e3 3HAUUTEJNbHBIX OTKJIO-
HeHUH 3J1eKTPooKyJIorpammbl [25]. Cayyau BUTEJIH-
(hOPMHBIX MOpPaKeHUH C BbISIBJEHHBIMH MyTalUsIMU
B reHe BESTI, neGoTupytoliide Bo B3pOCJOM BO3pacTe
C Pa3JIMUHOM CTENEeHbIO CYNPECCHH Ha 3JIEKTPOOKYJIO-
rpaMme, MOT'YT COOTBETCTBOBATb KaK BUTEJJIH(OPM-
HOM jaucTpodumu B3pocC/biX, TaK W GoJsesnn becra,
a B HEKOTOPBIX CJlydasix oOedUM MaToJsiorusM. Tem
He MeHee, MCXOAS M3 MMEIOUIMXCS Ha CEerofHsUIHUN
JIeHb JIaHHbIX, OOJIBLUIMHCTBO TAKUX CJydaeB OTHOCAT
K 103/iHeMy HauaJjy 6oJiesnu becra.

[ennl IMPGI v IMPG2 konupytoT GeJIKU-KOMTOHEH-
Thl MexkdoTopelienTopHoro marpukea [19]. I. Meunier
et al. B cBOeM ji0K/s1aze onucasu yeTbipe ceMeHcTBa
C BUTeJIIU(POPMHON AHCTPODHEN B3POC/BIX, BKJIIOUA-
oKX 13 naiueHToB ¢ Mmytauusamu B renax IMPGI nav
IMPG2 [26]. ®eHOTHIBI HX CXOXKH, CPEIHHH BO3pacT
HacTynJeHust 3abosieBaHusi coctaBu 42 roja.

J. Wells et al. npennosioxkuiiu, uto HakornieHue cy6-
peTHHAJILHOTO BUTE/JIM(OPMHOr0 MaTepHaJa siBJsier-
csl pe3y/bTaToM HapyllleHUsl B3aWMOOTHOLIEHHH Ha-
PYKHBIX CErMEHTOB (hOTOPELENTOPOB M MUIMEHTHOTO
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STMUTENHUS, UYTO MOKET ObITh CBS3aHO C X (PU3HUECKUM
pa3beMHEHHEM UJTH C U3MEHEHHeM paboThl KOMILJIEKCa
hoTOpelenTop — PeTUHAJBHBIE MUICMEHTHBIH 3MHTe-
Juit [21]. YBesnnuenue o6opoTa c6poca AUCKOB HapyxK-
HbIX CErMEHTOB (POTOPELENTOPOB MOXKET MpeBbIlIaTh
Croco6GHOCTb MUTMEHTHOTO SMUTENHUST UX (aroLUTHPO-
BaTh. DTOT AMCOATAHC MOXKET MPUBECTH K HAKOTIJIEHHIO
matepuasia B cyOpeTHHaJLHOM MpocTpaHcTBe. Takoi
MexaHu3M OblT MPEJJIOKEH PSZIOM aBTOPOB KakK CJejl-
cTBUe MyTauuil rena PRPH2 [21, 27, 28], napyiienue
(haroiuTo3a KJAETOK MUIMEHTHOrO SMUTENUs — KakK
caencTBre myTtauuil rena BESTI [3, 28].

OcHoBbIBasiCh Ha pe3yJbTaTax MyJbTHMOAAJbHON
Busyasusauuu, K. Freund et al. npennosioxuiu, 4to
nocJse o0pasoBaHusl BUTeNIMDOPMHOrO MaTepuaJga
(hoTOpelenTopbl 1ereHepUpPyIoT U, COOTBETCTBEHHO,
penyuupyetcs A€Mno MX Hapy»KHbIX CerMeHTOB [6].
KneTkn nurMeHTHOTO 3nuTe ust aTpodupyloTcs
BOJIM3U paccacbiBalOUIMXCs BUTENIMPOPMHBIX OT-
JIOXKEHUH, TTPU STOM UX MOTEPs] MOKET MPOUCXOIUTh
KaK OJIHOBPEMEHHO, TaK M MPe/LIeCTBOBATL MOTEPH
coToperientopoB. PaspyliieHHe KJIETOK THUIMEHT-
HOTO 3MUTEJUS MOXKeT ObITh MEPBUYHBIM (M3-3a
BPOXKJEHHOH HEJ0CTATOYHOCTH) HJM BTOPHUHBIM
(M3-3a aKKyMyJsILIUH BUTEJJIH(OPMHOTO MaTepua-
aa). ChopmupoBaBLIMiics cyOpeTHHAIbHbBIA MaTepH-
asl o6pabartbiBaeTcsi MakpodaraMmu U 0CTaBLIMMUCS
KJI€TKAMH MUTMEHTHOIO SMUTEeJHS.

Jlo/IrocpoYHbIil MPOrHO3 B OTHOLLIEHHH OCTPOTHI
3peHHs y TaKUX MAllMEHTOB B 3HAYUTEJLHON CTENEHH
3aBHCHT OT BO3pacTa Ae610Ta U IJINTeNbHOCTH 3a60J1e-
BaHus. OcTpoTa 3peHust 4acTo 0CTAeTCs HEH3MEHHOH
WJIM CHUKAETCSl B HE3HAYMTEJILHOW Mepe, HECMOTPsi
Ha HaJuunde OOJIbLIOrO KOJMYeCTBA BHUTEJJIU(POPM-
HOrO MaTtepuaJsa MexKJy MHUIMEHTHBIM 3SMUTeJHeM
1 otopetientopamu. HMecenoBanusi ¢ ajuTebHBIM
nepuojioM HabJI0IeHHsT JIEMOHCTPUPYIOT MeJIEHHO
MPOrPeCcCHPYIOLLYIO MOTEPIO OCTPOTHI 3PEHHUST B BO3-
pacte crapuie 70 jet u3-3a aTpoPUUECKUX H3MEHe-
HUIl B MaKyJspHOil 30He H/H/H PA3BUTHS XOPHOPETH-
HaJsIbHOH HeoBacKyJasipudauuu [18, 24]. B nekotopbix
cJiydasix nocjie abcopO1mn BUTENTHPOPMHOTO MaTe-
puaJia onucaHo MoBblllIeHHe OCTPOTHI 3peHust [6, 29].

[lo naHHBIM MHOIOYHCJIEHHBIX HCCJIeIOBAHUH,
TOJIbKO He3HAUMTeJbHAs JIOJIsi CJIyuyaeB BHTEJIJIH-
(hopMHOH TUCTPOGHUH B3POCBIX CBsI3aHA C MyTallu-
amu B renax BESTI, PRPH2, IMPGI wnu IMPG2,
BEPOSITHOCTb WX BbIllI€ y MALUEHTOB C CEMEHHOU
uctopueill 3abosieBaHus. boJbliylo yacTb cJydaen
onpeesiioT Kak cnopaaudeckue. [14, 26, 30, 31].

Hucmpogus 8 sude «kpovirves 6a60uKU» Briep-
Bole Oblia onucaHa A. Deutman et al. B Gosblioit
rosianickor cembe [32]. Ilpn sTom Buae narTepH-

TUCTPOHH B MaKyJe HabJoaaeTCs CruieobpasHbIi
IIUTMEHTHBIH PUCYHOK, HauOoJiee OTYETIMBO 3aMeT-
HbIF 1pU ayToduiioopectieHnH (puc. 3, b). Couetanue
Y4YacTKOB THMO- U TUMepayTo(/I00pecUeHUH YacTo
HAMOMHHAET 1IBETOK UM 6abouky. Tunuyno o6Hapy-
JKEHHE KeJITOBATOro 1iBeTa OTJIOXKEHHH B BHJE Tpex
BeTBeill 1 Gosiee (puc. 3, a). [lpu Beimosnenun A
MUIMEHTHPOBAHHbIEe 06JIACTH MOPaKEeHUsT OMpeieJIsi-
I0TCS1 KaK TUMoMJII00peclieHTHbIE, TOT1a KaK OKpYy»Ka-
IOl ME IeMUTMEHTHPOBAHHbBIE 30HbI U 06JIACTH XOPHO-
peTHHaJbHOH aTpodun — runepJoopeceHTHbLIMH
(puc. 3, ¢). Ha OKT Busyanusupyercs runeppeduie-
TUBHBIH MaTepHaJ/l Ha MOBEPXHOCTH 30HbI COYJIEHEHHUSI
KOJIO0UEK W MUTMEHTHOro 3nuTesus (puc. 3, d).
[Ipu oTcyTcTBUM TyOOKOH XOPHOPETHHAJBLHOH
aTpouM LEeHTpaJbHOE T0JIe 3PEHHsT COXPAHEHO HJIH
BBISIB/ISIETCS HEOOJIbIIIOE CHUXKEHHE UyBCTBUTEJbHO-
ctu. [lepudepuueckoe nose 3peHust 0ObIUHO HEU3MEH -
HO. DJIeKTpopeTHHOrpadusi HOopMaJbHasi, JEKTPO-
oKyJsiorpagusi — OT HOPMaJIbHOH J10 CyOHOPMaJIbHOH.
XoproujajibHasi HeOBACKYJISIpU3aLlusl Pa3BUBaeT-
csi peiko. BosiblinHCTBO nauueHToB ¢ AMCTpodueit
B BUJIE <KpblIbeB Oa00YKH» UMEIOT JOCTATOYHO Bbl-
COKYIO OCTPOTY 3peHMs, M0 KpahHeHd Mepe, OHOrO
rn1asa B TedeHue MHOTUX aecsitunaetil. [lotepsi uen-
TPaJsIbHOTO 3peHHUsl yallle pa3BUBaeTCs Ha Ce/lbMO J1e-
KaJle »KM3HU B CBSI3H C NPOrPecCHpoOBaHUEM aTpohUu
(hoTOpELEenTOPOB ¥ MUTMEHTHOTO SMUTEJIHS B MAKYJIE.
Jluctpodusi B BUjie <KpblibeB 6A00UKH» MOXKET
ObITb BbI3BaHa MyTaumsimu B reHe PRPHZ2 [11, 20]
C HacJeLO0BaHUEM [0 ayTOCOMHO-IOMHHAHTHOMY

Puc. 3. Tunununblii cayuail iucTpoduu B BUIE <KpblibeB 6a60U-
KH»: @ — LBeTHOE (POTO CeTUaTKH (B MaKyJle OKPYIJIbIH
y4acTOK aTpo(HUH U THIEPIIa3uH MUTMEHTHOTO STHTe-
Jis); b — nccsefioBanue ayrodoopecieHnu (rumep-
ayTodJioopeciiupyolie «cnuibl», gurypa 6aboukH,
TUI0ayTOMIII00PECLEHIUST MEXKIY «CIHLAMU», CBHJE-
TeJbCTBYIOWAst 00 aTpopUH MUTMEHTHOTO SMUTEJHS);
¢ — DAT (apreproBeHo3Has asa HccseloBAHUS, 30HbI
THIIO- U rHNepdII0opeceH Ml (GOPMUPYIOT XapaKTep-
Hblii pucyHoK); d — OKT Bbicokoro paspelieHus (OnTH-
YeCKH MyCTas OTCJAOHKA HEHPOIMUTEIHSA C OCTATOYHBIM
KOJIMUECTBOM BHUTEJJIU(GOPMHOrO BellecTBa)
Butterfly-shaped pigment dystrophy, typical case: a —
fundus photo; b — AF; ¢ — FA; d — spectral OCT

Fig. 3.
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tuny. OTinoxenus B popme 6a60YKH MOTYT pas3BH-
BATbCsl U3 TUMHYHBIX BUTEJJIUPOPMHBIX MOPaXKEHUH.
B psge cayuaeB HaGJ/10faloT AUCTPOGHUIO B BHUJIE
«KpblJIbeB 6a60UKHU» Ha OJIHOM TJ1a3y, BUTeJIUDOPM-
HYI0 IMCTPOdHI0 B3POCABbIX — Ha Jpyrom. B ocHose
060UX (PEHOTUIOB MOTYT JieKATh aHAJOTHUHbIE Te-
HeTHYeCcKHe Jle(eKThI.

Psn uccienoBaresieil 0TMEHaloT, YTO pasyiMyHble
THIbI MATTEPH-AUCTPO(PUU MOTYT HAOJMIOAATHCSA y UJle-
HOB OJIHOH CEMbH, UMEIOLIUX OIHY MYTAlHIO B reHe
nepucdepuna [11, 33—35]. BoamoxkHo passuTue pas-
HbIX MOJATHIOB NaTTEPH-IUCTPODUI HA PA3HBIX [V1a3ax
Y OJIHOIO MallHeHTa, MocJeloBaTebHasi CMeHa MoJTH-
0B MJIM Pa3BUTHE BapHaHTa, He COOTBETCTBYIOLLErO
OJIHOMY KOHKpeTHoMmy noaruny [11, 36]. M3meHenus
MaKyJisipHOH 06J1aCTH C BO3PACTOM UMEIOT TeHEHIIHIO
K pacmpoCTpaHeHHIO C pa3BUTHEM aTPO(UH MUTMEHT-
Horo snuteaus u dotopeuentoposn [10, 11].

[lpu ncesdo-llImapeapdm nammepH-ducmpo-
¢uu («fundus flavimaculatus») dopmupyrores
MHO2KEeCTBEHHbIE MeJIKHE »KeJIToBaTble POKYChI, 3aTpa-
TMBAIOIIIME BEChb 3aJHWI TMOJIOC U MPOCTHPAIOLIHECs
3a npejesibl cocyaucToix apkan [9, 11]. B makyne —
JKEJITOBAaThle W cepoBaTble (POKYChl C MOCJELYIOIIUM
topmupoBanuem 30H arpoduu. I[lpu mnposenenun
DAT: ouaroasi MysnbTH(OKasbHAS THIIEPQIIOOpPEC-
LEHIHUsT C rUnodJIoopecleHTHbIM MATHOM B (oBea.
Y GOoJbLIMHCTBA MALUMEHTOB HabJolaeTesl CyKeHue
nepudepudeckoro noJsi 3pennsi [11, 33]. daekrodu-
3MOJIOTHYECKHE MCCJIEJIOBAHMS: JIEKTPOOKYJIOrpaMma
00bluHO Hu3MeHeHa [l1], ssjekTpopeTHHOrpamma u3-
MEHSIeTCsl ¢ BO3PACTHOM IO Mepe MPOrpeccHpoBaHHUS
3abosieBanus [11]. Insa «fundus flavimaculatus» B ot-
Jiure oT ucTuHHo# 6ose3nu [llraprapnra xapakrepen
ayTOCOMHO-JIOMMHAHTHBIH THUIT HacJje/loBaHusl (MyTa-
uuu rena PRPHZ2), cpaBHHTEIbHO TO3HUH 1e0I0T 3a-
6osieBanust (crapiue 50 JeT), BBICOKAs U CPABHUTE/Ib-
HO cTaGUJIbHAst OCTPOTA 3PEHHUS, OTCYTCTBHE dhheKTa
«TEMHOH XOpHOUIen» y GOJbIIMHCTBA NalreHToB [11].
Msamenenust ceTyaTtku npu 3ToM 3a00JieBaHUH HE CO-
[IPOBOXKJAKOTCS HAJIMUUEM OTCJIOUKH HEHPOIMUTE s
U CKOIJIEHWEM BUTeJJIMPOPMHOrO BellleCcTBa B oBea,
yto obJeryaer auddepeHHaNbHy0 JAHATHOCTHKY.

[pu pemukyasapuod ducmpogpuu bopmupyercsi
KapTHHA MHOXKEeCTBEHHBIX I'HIepdIII00peCHpPYIONINX
KeJTOBAThIX (POKYCOB, HATTIOMHUHAIOIIAS PhIGOJIOBHYIO
cetb. B makyse, no panubim OKT, — omnoxkeHue
runeppedaeKTUBHOIO MaTepuasa MexKy KOMIJeK-
COM TMUIMEHTHBIN smuTesuil/Mem6pana Bpyxa u Ha-
PY’KHBIMH CerMeHTaMH (POTOPELENTOPOB. DJIEKTPO-
OKyJlorpaMMa MMeeT [OrpaHUYHble 3HAYeHUs HWJIH
CHHXKEHa, 3JIEKTPOpeTHHOTpaMMa OObIYHO H3MeHe-
Ha [37].

[Tpu «fundus pulverulentus» onucaHbl MHO-
JKECTBEHHbIE MeJIKMe TUTMEHTHPOBAHHbIE OuYard
B 3ajaHeM mnoJiioce riasa. [lpu aytodutoopeciien-
UMM — MATHUCTAsh KapTHHA Y4YacTKOB THMO- W TH-
nepaytodJtoopecieHiinu, no peaysasratam GAI —
MHO’KEeCTBEHHbIe THIepdJIoopecliipyolide MsTHA
B apTepuaJibHOH M BeHo3HOH (asax, Ha OKT —
OTCJIONKA HEHPO3MUTE . DJIEKTPOOKYJIorpaMma
06bIuHO He u3MmeHeHa [38, 39].

Bumeaaugpopmuasn oucmpogus Bbecma, Bnep-
Bble OonucaHHasi HeMelUKUM odrasnbmosorom P. bec-
Ttom B 1905 ., saBuasercs nHaubGoJiee pacnpo-
CTpaHeHHOU QOpMOH ayTOCOMHO-JOMHHAHTHOH
MaKyJsipHOH JIUCTPO(UH, BbI3BBAHHON MYyTaLUSMU
B reHe BESTI [28]. 3a6o/ieBaHusl, BbI3BAHHbIE MyTa-
usiMu B rene BESTI, BBIAEASIOT B OTAE/NbHYIO TPYII-
ny «6ectpodunonaruii». K nx uncay, kpome 60Je3-
Hu becra, OTHOCAT BUTENIUPOPMHYIO AUCTPODHIO
B3POCJIbIX, ayTOCOMHO-PELleCCHBHYIO OeCTpOHHO-
naTHio, ayTOCOMHO-IOMUHAHTHYIO BUTPEOPETHHOXO-
PHOUIONATHIO, MUTMEHTHBIH PETHHMUT.

OcHoBHbIe »KaJ0Obl MAllHEHTOB Ha CHHXKEHHE
OCTPOTHI 3peHHus, nosBJjeHue (orodobuil U Meta-
mMopdorncuii [24], mo mepe nporpeccupoBanus 3a6o-
JIeBaHUSI OCTPOTA 3peHust cHukKaercs. Bospacr Ha-
uaJja 3a6oJieBaHUs BapbUPyeT OT NEPBOU JI0 IECTOH
JIeKaJlbl, CPEIHUH BO3PACT COOTBETCTBYET YETBEPTOMN
nexajne xku3uu [24, 40]. Haubosiee pacnpocTpaneH-
HOW acCOLLMMPOBAHHOMN MATOJIOTHeH siBJIsieTCs THIep-
MeTpOIusl pa3Hblx creneHei [41].

OcHoBbIBasich Ha 0(hTaJIbMOCKOTTMYECKOH KapTH-
He, ObIJIO TPEAJOKEHO HECKOJIbKO KJacCHpUKalluil
OoJie3nu becrta no cragusim.

[Ipensurennudopmuast craaus: B ¢oBea HeT H3-
MEeHEHHH, HO 3JIEKTPOOKYJOrpaMma yxKe He COOTBeT-
cTByeT HopMe. Butesnudopmuas craus: B osea ot-
JIO?KEHHUS KeJITOBATOr0 MaTtepuaJsia, HarloMHMHAIOIIEro
SIUUHBIN 2KeJITOK (puc. 4, ¢, d). Ouar BuTe s opMHOr0O
MarepuaJsia 06bIYHO TPEBBILIAET 0 Pa3Mepy JUCK 3pH-
TesibHOrO HepBa. Cramusi «sUYHULBI-OOJTYHBU»: pa-
Hee CJIUTBIN KeJTOOOpa3HbIi MaTepuas pacnajaercst
(puc. 4, a, b). IlceBnornnonuoH: ropu3oHTaNLHbIA yPO-
BEHb KeJITOBATOrO MaTepuaJsa BHUJEH B HUXKHeH 4acTh
nopazkeHus1, B BepxHell CoepKUTCS OTHOCHTEJIBHO MPo-
3pauHasi KHUAKOCThb. KapTuHa ayTod.ioopeclieHInH,
OKT, ®AI, anruorpaduu ¢ Kpacuresem HHIOIUAHHU-
HOM 3eJIEHBbII HUUEM MPUHIMITHAJIBHO HE OTJIMYaeTCs
OT BUTENJIM(HOPMHON AUCTPOPHUH B3POCHBIX (pHC. D).

Arpoduueckasi crausi: HaJIMUHe XOPHOPETHHAJILHOM
atpocuu. [Tocsienytoiiiee pyblieBaHne MOKeT ObITh CBSI-
3aHO C pa3BUTHEM HOBOOOPA30BAHHBIX COCY/I0B. B 60J1b-
IIMHCTBE KJaccupUKauuil pyoLoBasi, WJIH HEOBACKY-
JIipHasi CTajusi, cuuTaeTcs nocsaenHer (puc. 6) [28].
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Puc.4. Tunuuubiii cayuait 6osiesnn Becra, 1eGrOTHPYIOLILEN BO
I B3pOCJIOM Bo3pacrte: @ — 1BeTHoe (oto 2014 r. (B mMa-
KyJie ouar oBaJsibHOI (OPMbI 2KEJTOr0 1BETA C OTJIOKE-
HHUEM MTUTrMeHTa); b — uccjiejoBaHne ayToJioopeciiet-
uuu 2014 r. (B MakyJie runepayTodJioopecuupyonini
ouar 0BaJibHOH OPMbI ¢ THIOBJII00pECHUPYOLILEl 30HOM
HaJ ouarom); ¢ — 1BetHoe goto 2016 r. (B MakyJse ouar
OBaJIbHON (hOPMbI XKEJITOrO LBETA C OTJIOXKEHUEM ITHT-
MEHTa, KOTOPbIHl 3HAUMTEJLHO YBEJMYUJICS B pasmepe
no cpashenuto ¢ 2014 r.); d — wuccienoBanne ayTo-
duoopecuenunn 2016 1. (B MakyJe runepayTodJioo-
peCLHUPYIOLIHH ouar oBaJbHOH (opMbl, rHTIOdIIO0pec-
LMpyIollas 30HA HaJl 04aroM He BHJIHA H3-3a yBEJHUCHHUS
TJIOLA/IH, 3aHSATON BUTENIH(POPMHBIM BEILIECTBOM).
Fig. 4. Best macular dystrophy, a typical case, fundus photo and
I autofluorescence: a — fundus photo, 2014; b — FA, 2014;

¢ — fundus photo, 2016; d — FA, 2016

[

Puc.5. Tunuuublii cayuail 6one3nn Becra, H0MOJNHUTENbHbIE
I uccaenosanus: a — OKT Beicokoro paspeuienus
(runeppedieKTHBHOE  BUTEJJIH(POPMHOE  BelLECTBO,
3aroJHsIollee NPOCTPAHCTBO MO/ OTCJI0EHHBIM HElpo-
snutesanem); b — DAT (panusis aprepHoBeHo3Has
thaza uccaen0BaHUs, OKPYNIbIE THMOMIIIOOPECLUPY-
onil ouar B MakyJe); ¢ — AT (nosnHsis aprepuo-
BeHO3Hasl (pasa HcCJeIoBaHUsl, THIIePhII00peCLeHIHs
B 30H€ HaJU4YUA BI/ITeJ]J]I/ICbOpMHOFO BellecTBa B BHJE
«KOJIblla»); d — aHruorpadus ¢ HHAOIMAHHH-3€J/IeHbIM
KpacurteseM (rMMo/100pecleHTHOe MATHO B (hoBeose

B 30HE HAJMYKs BUTEJJIHPOPMHOTO BelleCTBa)

Fig. 5. Best macular dystrophy, a typical case: a — spectral
I

OCT; b, ¢ — FA (early, late); d — ICG

Puc. 6. Cuayuaii 6osesnn Becra, ocnoxHEHHON GopMupoBa-

Fig. 6.
)

HMEM XOPHOHU/1a/IbHOH HEOBACKYIApPU3ALMH B TTpoLiecce
HaOJII0/leHHs 3a MALHEHTOM: @ — LIBETHOEe (POTO CeT-
YaTKH MPHU NEePBOM BHU3UTE (B MakKyJ/e OKPYIJbli oyar
C TIpU3HaKaMH aTpohHUH U THUIEPJIa3ui TUTMEHTHOTO
snuTeNus); b — uccaenoBanue ayTodai0opecleHIuH
NpH MepBOM BH3UTE (rumepayTodJioopeclupyloline
MeJIKMe ovaru no Kpaio 30Hbl aTPO(GUH MUTMEHTHO-
ro 3MUTEJHs, B LLeHTPe — YUYacTKH THN0ayTohJ100-
peclLEeHIHH, COOTBETCTBYIOIIHE 30HAM aTpouu pe-
THHAJBHOTO MUTMEHTHOIO 3MUTEJHs); ¢ — I1BETHOE
¢toTo ceTUaTKM uepe3 TOA TMocJje TepPBOro BH3HTA
(3HauMTEbHOE YBEJHYEHHE MJOLLA/H yyacTKa aTpo-
(UM NUIrMEHTHOTO SMUTEJHUs], MPU3HAKH pyOlLeBaHUs
B LleHTpe); d — HccJefoBaHUe ayTo(II00peCIeHIUH
yepe3 roj (runoaytoduioopecuupyioliee  KOJbLO
aTpoUU MUIMEHTHOTO SMHUTEJHs, THIepayTohJI00-
pecLMpPYIOUIHH Y4aCTOK, COOTBETCTBYIOLIUH XOpHO-
MJIaJIbHOH HEOBACKyJsApH3alUK C TNpH3HAKAMH pyo-
uesanus B uenrpe); e — OKT npu mepBom BH3UTE
(oTc/0fiKa HEHPOSMUTENHs TIPUJIEKUT, 30HBI paspy-
1IeHHs1 GOTOPeLEeNnTOPOB, NMPU3HAKU aTPOhUU peTH-
HasbHOrO murMentHoro snuteus); f — OKT uepes
roj 1nocJjie MepBoro BU3UTA (MMIMEHTHBINH MUTENUH
YTOJILLEH, NMUTMEHHBIH SMUTENUH U HEHPOIMUTEJUNI
NPUIOAHATB THIIEP3XOTE€HHBIM CyOCTpPaToOM, COOT-
BETCTBYIOLULUM XOPHOM/AJbHOH HEOBACKYJ/sIpU3aALIUH,
KHCTBl B CJIOSIX HEHPOCEHCOPHON PETHHbI)

Best macular dystrophy, outcome with CNV: a —
fundus photo at the first visit; & — FA at the first
visit; ¢ — fundus photo one year after the first visit;
d — FA one year after the first visit; e — OCT at the
first visit; f — OCT one year after the first visit
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b

Puc. 7.Cemelinbiii  cjyuall ayToCOMHO-pelleCCHBHOH Ge-
crpoduHonaruu (orew cemeiictsa): a — ¢HoTO cerT-
4aTKH (B MakKyJe ydyacToK aTpo(uu W THHeprJaasuu
NUTMEHTHOTO STHUTEJHS C XKEJNTHIMH BKJIOUCHUSIMHU,
MHOXECTBEHHbIE JKeJITble 0Yaru BJOJb COCYAHCTBIX
apkan); b — ucciaenoBaHue ayTodJroopeclieH-
uuu (runepaytodiioopecuupytouie MeJKHe oyaru
BJ0JIb COCYAHCTBIX apKaj, ¢ BHCOYHOH CTOPOHBI OT
JMCKa 3PUTEJNBHOrO HEepBa, B MakyJje MeJKOTOUey-
Hasi Tunep- u runoaytodJaioopecuenuus); ¢ — OKT
BBICOKOrO paspelieHus (oTcsoiika HeHposnuTeNns
C OCTATOYHBIM KOJHYECTBOM BHTEJJIM(MOPMHOrO Be-
1leCTBA CO CTOPOHBI IHCKA 3PUTEJBHOTO HEPBA, «BbI-
TArMBaHWe» (OTOPELENTOPOB, 30Hbl HX Pa3pylleHHUs,
KHCTO3Hble H3MeHEeHWs] HeHpOosMUTe s, MPHU3HAKH
aTpodUu pPETHHAJNBHOTO MUIMEHTHOTO 3MUTEJH);
d — OKT B auruopexxume, cj0oil XOPHOKANHUJJISIPOB
(OTCYTCTBYIOT MTPH3HAKH HAJNUUHs HOBOOOPA30BAHHBIX
COCY/JIOB)

Fig. 7. Best macular dystrophy, outcome with CNV: a — fun-
dus photo at the first visit; b — FA at the first visit;
¢ — OCT at the first visit; d — fundus photo one year
after the first visit; e — FA one year after the first visit;
J — OCT one year after the first visit

HaunGosiee yrnomuHaeMbIMH SIBJSIIOTCS KJacCH(pHKa-
uun J. Gass [9] u A. Deutman [41]. J. Gass onpe-
JIEJIAJ TIOCJIEIOBATEIbHOCTb, MPU KOTOPOH CTaausi
TMICEBJIOTUIIONMOHA CJIelyeT TIepell CTaauel <SuYHU-
ubl-60aTyHbH». Mcenenosanne R. Clemett nokasado,
UTO 9T M0CJE/I0BATENLHOCTD MOXKET ObITh HApyIleHa,
6oJiee TOro, BO3MOXKHO JIBUKEHHE T10 CTAJIUSIM BIEpPE]
¥ Ha3ajl B TeueHue HeckKoJbKUX JieT [40] (cM. puc. 4).
BoaMoxkHbI MposiB/eHHsT PAa3HBIX CTaJUil Ha MapHbIX
rnasax [40] uau coueTanusi pasHbIX CTaJMH HA OJHOM
rnasy [28].

Aymocomno-peyeccusnaa becmpoguronamusi.
PetieccuBnbie myTatnu rena BESTI BbI3bIBAIOT pas-
BUTHE ayTOCOMHO-PELeCCUBHOI OecTpo(UHONATHH,
BriepBbie onucanHon R. Burgess et al. B 2008 r. [42].
3abosieBanue o6bIYHO TPOSIBJSIETCS HA BTOPOH Jie-
Kajle »KHU3HHU, HO BO3MOXKeH 0OoJiee MO3JHUK 1eOIoT
Ha uyeTBepTOH-MsATON nAekanax [43, 44]. ITlporeka-

d

Puc. 8. Cemeifinblil cayyail ayTocoMHO-peliecCHBHOl GecTpodu-
HOMATHH (CbIH TallHeHTa, MpeACTaBJEHHOrO Ha pHC. 7).
BapuaHnTt TeyeHust ¢ popMHPOBAHHEM XOPHOPETHHANBHOTO
pybua B ucxone 3abosieBaHUs: @ — 1BeTHOe (OTO ceT-
YaTKH (B MaKyJe OKpYIJblil oyar ¢ npu3Hakamu aTpodun
W FUIEepIIa3ni MUIMEHTHOTO STTHTEJHS C 2KEJITBIMU BKJIIO-
UEHHSIMH 110 Kpato ouara); b — uccJieioBanue ayTodioo-
peclieHLMH (runepayTo(JIo0OpeCLHPYIOLLe MeJIKHE odaru
10 HHKHEMY Kpato ouara B Bujle «6yc», B IEHTpe ovyara —
Y4acCTKH TrunoayTodioopecueHiMi, CBHIETENbCTBYIO-
e o HaJuuuu aTpodUM PeTHHAJBHOTO MUIMEHTHOrO
snuTeaus U pyouoBbix uamenenni); ¢ — OKT Bricokoro
paspetienusi (OTCJ0OHKA HEHPOIMUTEJUsI C OCTATOYHBIM
KOJIMYECTBOM BHUTEJIM(OPMHOrO BEleCTBA, «BbITATHBA-
HHe» (HOTOPELenTOpoB, OOLIHMPHBIE 30HbI UX Pa3pylleHHs,
NpU3HAKK aTPOGUH PETHHAJBHOIO THTMEHTHOTO SMHTE-
Jist, pyOLoBble H3MeHeHus B LeHTpe ouara); d — OKT
B aHTHOPEXKHMME, CJIOH XOPHOKANUJ/JISPOB (OTCYTCTBYIOT
NPU3HAKK HAJIHUMsE HOBOOOPA3OBAHHBIX COCY/I0B)

Fig. 8. Best macular dystrophy, outcome with CNV: a — fun-
dus photo at the first visit; & — FA at the first visit;
¢ — OCT at the first visit; d — fundus photo one year
after the first visit; e — FA one year after the first visit;
J — OCT one year after the first visit

eT Kak peTHHaJbHas JAUCTPOHUS C OTJI0KEHHEM
runepayTohaopeciiupyoniero BUTEJNIUMOPMHOTrO
BELIECTBA B 3aJIHEM T10J1I0CE 171432 B BUJIE €IHHUUHO-
ro oyara WJiM MHOXKECTBEHHbIX (POKyCoB (pHc. 7, 8).
Haubosiee uyacto comyTtcTByeT ambGauONus, maJjias
aKkcuaJibHasl JJIMHa TJ1a3a, TMIepMeTpoIus, 3aKpbl-
TOYroJibHasi rjaaykoma. Bo3dmoxKHbl AUCHYHKIMM Ha
3JIEKTPOpPETHHOIpaMMe, TIPH 3TOM 3JEKTPOOKYJO-
rpaMma J0Jro OoCTaéTcsi B TpejesaX HOpMbl [45].
[Ipy HanW4YMK LEHTPAJbHOTO TOpPaKeHHS] B Maky-
JIAPHOH 00J1aCTH OMnpeaessieTcss OTCJOMKa HeHpo-
SMUTEJHS], YACTHYHO WJIM MOJIHOCTbIO 3aI0JIHEHHAS
BUTE1H(DOPMHBIM BellecTBoM. [Ipu olieHke ero Ko-
JIMUECTBA W CTeNeHU pe3opOLUU HCMOJb3YIOT KJac-
cudukauuio, npeasoKeHHyto npu 6oJesnd becra.
B otnnune ot 6ose3nn becrta npu ayrocomHo-pe-
[IeCCUBHOH GecTpoUHONATHH YacTO BbISIBJSETCS
KHUCTO3HBIH OTEK HeHposnuTesus (CM. puc. 7), 4To
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C. Boon et al. cuuraioT BaxKHBIM MPHU3HAKOM, MO-
3BOJISIIOLUIUM TPOBOANUTL AUDdepeHnaNbHyI0 aua-
THOCTHKY C IOMMHAHTHBIMH popMaMu 3a60JieBaHUS.

Takxke yacTbiM CHUMITOMOM SIBJISIETCS TOSIBJE-
HHEe XOpHOpeTHHaJbHOTO pybua B Makyse 6e3 pas-
BUTHSI XOPUOMJIAJIbHOH HEOBACKYJIsSIpU3allMKl MocJe
YAaCTUYHONH pe30opOUUM  BHTEJJIUPOPMHOTO Bellle-
CTBa Ha (POHE eCTECTBEHHOTO TeueHus 3aboJeBaHus
(cm. puc. 8) [45].

Ocmpas  akccydamugras  noaumopguasn
BUMENNUPOPMHAA MAKYAONAMUS — [OCTATOUHO
peakoe 3aboJieBaHue, BriepBble onucanHoe J. Gass
y ABoux naiueHtoB B 1988 r., a 3atem u y Tpe-
thero — B 1997 r. ¥ Bcex nauueHtoB 60Jie3Hb
Je0I0THPOBaNa OCTPO C TOJIOBHBIX GoJied ¢ mocJe-
JYIOIIUM CHHMKEHHEM OCTpOThl 3peHusi. Ha rnas-
HOM JIHE BBISIBJISIIMCH MHOMKECTBEHHbBIE OKPYTJIble
1 OBaJIbHblE XKeJTOBATO-0eJiecoBaThle 0Yaru B BUJIE
COT Ha YypOBHE MUIMEHTHOTO SMUTEJUS CeTYaTKH
B MaKyJisipHOH 00J1aCTH U BOKPYT AUCKA 3PUTEJBHOTO
HepBa, a Takke ceposHble oTc/0iKH. CyOpeTHHab-
Hble OYark MOCTENneHHO CJAMBAJNUCL H (POPMHUPOBAJH
(urypy B BUJIe MEHUCKA TTOJL MAKYJI0i, UMUTHPYS 6O-
Je3ub becra [46], kKak U B MpeacTaBJeHHOM HaMH
KJnHUdeckoM cgyudae (puc. 9). B nocaenyiouiem
BUTEJ//1H(OPMHOE BELIECTBO MPAKTHYECKH MOJHO-
CTbl0O Pe30pOMPOBAJIOCh, LIEHTpaJbHast OTCJOHKA
HelposnuTe us MpUJeraa, ocTpoTa 3peHHs MOJHO-
CTbI0O BOCCTaHOBHJACh.

Y NauHeHTOB He BbISABJSAIOTCA MyTallMU B reHax
6ectpocuHa u nepudepuHa, 3adoJsieBaHHe Pa3BU-
BaeTcsl OMJIaTepalibHO, 3JEKTPOOKysorpadus B 1o-
JIOBHHE CJIydaeB oCTaeTcsl HeuaMmeHHoi [47]. B psne
MCCJIeIOBaHUH OMUCAHBI CJyyau, KOrja TPUITepoM
JUI51 pa3BUTHST OCTPOH KCCYAaTHBHOH MOJUMOPDHOH
MaKyJIonaTUM CTAHOBATCS TapaHeomnjacTuyecKue
npoteccol [48].

Ilapaneonaacmuueckasn sumearugpopmuas pe-
munonamus — pejkoe 3abojeBaHHe, CBSI3aHHOE
C pasBUTHEM ayTOMMMYHHOT'O TMPOLECCa, acCOLMHU-
pOBAaHHOrO ¢ pakoM W MeJjiaHoMoOH. PeTuHonatwuio,
ACCOLMMPOBAHHYIO C pakoM, 0ObIYHO HaOJI0Aal0T
y NaUUeHTOB C MeJIKOKJEeTOYHOH KapLMHOMOMH Jier-
KOTO0, OMyXOJIsIMM MOJIOYHOH 2Kesie3bl. AyTOMMMYH-
HbIIl OTBET BKJIIOYAET BbIPAOOTKY AHTHUTEJ, BbI3bl-
BalOUIMX amnonTo3 (OTOPELENnTOPOB, YTO MPUBOAUT
K JIOCTaTOYHO CEPbEe3HOH JlereHepallud CeTYaTKH,
3arparuBaloilleid Kosboukd U najouku. MesnaHoma-
accouMUpoOBaHHAsl PETUHONATHSI pa3BUBaETCs y na-
LIMEHTOB CO 3J10Ka4eCTBEHHON KOXKHOH WJIM yBeaJlb-
HOI MeJIAaHOMOH, MpPHU 3TOM MHLIEHbI ayTOAHTHUTEJ
SIBJISIOTCS OMIOJIIPHBIE KJIeTKH ceTyaTKu. [lo cBoeit
KJIUHHYECKOH 0(hTaNbMOJIOTMYEeCKOH KapTHHe 3a060-

Puc. 9. Caiyuait ocTpoii sKcCy1aTHBHOIM MOJIMMOPMHON BUTEJJIH-
B hopMHOI MakyJsonatuu, My>kuuna, 40 set: a, b — cet-

yaTka 060MX IJ1a3 MpPH TePBOM MOCelLleHHH (06IIHpHbIe
MHOKECTBEHHbIC OTCJIOHKH HEHpOSMHUTe/us Ha 060MX
rnasax, 3amoJHeHHbIE BHTENIH(MOPMHBIM BeIIECTBOM);
¢, d — cetyaTka 060MX /a3 yepes 6 Mec. (onpenensaercs
M3MEHEHHE JIOKAMU3alMH BUTEJNNH(OPMHOro BellecTna,
thopMHpOBaHHe OTUETIIMBOIO MCEBIOTUIIONHOHA); e, [ —
ceruatka o60oMX IJ1a3 yepes 21 mec. (1oJHOE MpHJIETraHie
OTCJIOEK HEHPOSTHTENHs C YAaCTHUHBIM paccacbiBaHHEM
BHTEJTH(OPMHOTO BelllecTBa); g, 1 — ceTyatka o6oHX
rnas depes 6 et ot Hayasa 3abo/1eBaHHs (MOJHOE MPHJIE-
raHue OTCJOCK HeHPOSMHUTE/Hs, OCTATOYHOE KOJHYECTBO
BUTEJIIM(OPMHOrO BeLIeCTBA)

Fig. 9. Acute exudative polymorphic vitelliform maculopathy,

E fundus photo: a, b — at the time of the first visit; ¢, d —
after 6 months; e, f — after 21 months; g, & — aiter
6 years from the onset of the disease

JIeBaHUs MaJlo OTJIMYAETCs OT OCTPOH 3IKCCyAaTHB-
HOH noJiumMopdHOil MakyaonaTuu. Brepsbie Takoil
caydyal ¢ BHUTTEJU(POPMHBIMU MPOSIBJACHUSAMU OblJl
onucan M. Sotoden et al. B 2005 r., a 3atem rpyn-
no# Bo rase ¢ T. J. P. Nieuwendijk, a B 2007 . —
C.B. Caaksin 1 1p. B X0Jie KOMIJIEKCHON IHATHOCTH-
KU MeJIaHOMa-acCOLMUPOBAHHON BUTENIUPOPMHON
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peTHHONMaTUU ONHUCAJJU XapaKTepHble MPU3HAKH.
Kynnuuecku B 3a7HeM MoJiioce onpeedsiinch Kpy-
TJIble I OBaJIbHbIE CePO-KEThle pa3HOKaNnOepHbIe
¢dokycnl. Tlo nanubim DAL runodaioopeciieHys
B paHHMX asax, nepexonsias B HaodJoopec-
ueHuuto B noszaHux. [lo nanusim OKT: sokasnbHoe
YTOJIIIEHHEe W TUNEeppedIeKTHBHOCTb HapPY»KHbBIX
CJIOEB CETYATKH, OTCJIOHKA HEHPOIMUTEJHSA, OKpPY-
TJible MeJiKhe runeppedaeKTuBHbIE (DOKYChl HA YPOB-
He HapyKHbIX peTHHasbHbIX cJ0EB [49]. B 2008 1.
MOSIBUJIOCH COOOIIIEHHE O CJydae BUTENAUPOPMHOTro
NnopaxKeHusl Ha MapHOM IJlady MalMeHTa ¢ XOpHOHU-
JlaJibHOM MeJlaHOMOM. Butessindopmuble 0T0KEHUS
ObIJIM CXO02KH C 100OHBIMH 1pH 6oJie3HH becrta u co-
OTBETCTBOBAJIM CTAJIMK MCEBJOTUIONUOHA. ¥ Mallu-
€HTa He OBbIJIO CeMEeHHOTr0 aHaMHe3a, TaKKe He ObLIOo
BbisiBJIeHO MyTaluil B rene BESTI [50]. M. Aronow
et al. BnepBble onucasun THCTOJNOrMYECKYIO KapTH-
HY MPH MapaHeonaacTHIeCKOH BUTENIHBOPMHOI pe-
TUHOMATHH, OHU BbISIBUJIH MOBPEXKIAEHUE HAPYKHOTO
SIZIEPHOTO U TJIEKCH(OPMHOTO CJI0EB, BHYTPEHHETO
SIIEPHOTO CJI0ST, YTO, IO UX MHEHMUIO, SIBJISIETCS MPH-
3HaKOM ayTOMMMYHHOTO mpoiiecca [51].
Tokcuueckaa pemunonamus, C6A3aAHHAA
¢ npumenetuem uneubumopos MEK. Ilporen-
bl nojacemerictea MEK u, B yactnoctu, MEK 1/2
SIBJSIIOTCSl OAHUMU M3 KJIIOUEBBIX B KapllMHOreHese.
Nuruéuropsl MEK B kauecTBe MOHOTEpaNUK Npojie-
MOHCTPHPOBAJIH CBOIO 3(PPEKTUBHOCTD MPH pPa3Jiny-
HOH oHKomartoJoruu. B sntepatype omnuchiBaioTes
KJIMHHYECKHEe CJIydyah PeTHHONAaTHH, ACCOLMHUPO-
BAHHON C ceJieKTUBHBbIM uHruéutopom MEK OuHu-
MeTuHHOOM. KinHHueckasi KapTHHA JIByXCTOPOHHEH
pPETHHOMATHUH C OYAroBBIMH CepO-KEJNTbIMH, OHO-
MHKPOCKOMHYECKH CJ1ab03aMEeTHBIMU MOPaXKEHUSIMU
Ha cpefiHel nepudepru B10Jb BUCOYHbBIX COCYAUCTBIX
apkajg v GoJsibliMM (oBeasbHBIM Ouarom. ¥ Bcex
nauueHToB HabJ107a/ach BbipakeHHasi CBETO0O-
s13Hb. PasMep W KOJIMUECTBO 0UaroB B MakyJe Jerde
ornpeseisiiiuch B MH(PAKPACHOM CBeTe, HEKOTOpble
nopaxkeHust uMmeJu auametrp OoJjee 1 nauamerpa
JMcKa 3putesibHoro Hepsa. [lo nanHbiM onTHyecKoi
KOIepeHTHOH ToMmorpacuuu OblJIH BbISIBJEHbBl MHO-
JKECTBEHHbIE CEPO3HblE OTCJOHKH HEHPO3MUTEJHS,
YTOJIIIEHHE HAPYXKHBIX CJIOEB CeTUaTKu [D2].
Tokcuueckasn pemunonamus, c64A3aHHaA € NPuU-
emom degpepokcamuna. B surepaType OnucCaHbl
c/ydyau TOKCHUECKOTO JeHCTBUS JedepoKcaMHHa.
OnuH 13 HUX BbISIBJIEH NP UIMTEJBHOM TPUMEHEHHH
npepanata 00JIbHOH TaJjlacceMuell Ha (hoHe YacTbiX
nepesiMBaHUN KPOBM. ¥ MallMEeHTKH HabJtoanach
KJAMHHYeCKasi KapTHHA, CX0Xasi C MaTTepH-JUC-
Tpocdusmu. Ha onHom rnazy — ButesudopmHoe

MOHO(OKYyCHOE ropakeHne B (poBea, HA APyroM —
rnepepacrpejie/ieHie MUrMeHTa ¢ (GopMHUpPOBaHHEM
30H TUIEP- U TUNONUIMeHTaluu [53].

JleueHue BUTENIU(DOPMHBIX MOPaXKEHUH MaKY.JIbl

B HacTosilllee BpeMsl He CyllleCTBYeT YTBEpPK/IeH-
HOWM Tepamnuu JJis MpeJloTBPallleHust Pa3BUTHS HJIH
o6JierueHnst pe3opOLHN BUTENIH(POPMHBIX OTJIOXKE-
HUI, HANIPABJICHHON HA COXPAHEHHE WJIM yJyudlleHHEe
3pUTE/bHBIX (PYHKIHI MalHeHTa.

[Ipumenenue oroarHaMuueckoil Tepanuu y na-
LIMEHTOB C BUTEJJIUPOPMHON AUCcTpodHell B3POCIbIX
B padotax E. Ergun npuBeJio kK 3Ha4uTeIbHOMY CHHU-
JKEHHIO OCTPOTHI 3peHus [H4].

PacnpocTpaHeHHOCTb XOPHOUIAJIbHOH HEOBACKY-
JISPU3AIMU TIPH BUTENIUDOPMHBIX TOPaKEHUSIX JI0-
KYMEHTHPOBAHA HEeJOCTATOUHO X0pollo. B cayuae eé
BBISIBJICHUSI TIPOBOASAT JieUeHHe C MCMOJb30BaAHUEM
antu-VEGF-Tepanuu B cooTBeTcTBUM ¢ MPOTOKO-
aamu Jedenus BMJL. G. Mimoun et al. cooOuiu-
JIM, YTO JieueHHe paHubu3ymabom cTabUIU3HPOBAJIO
OCTPOTY 3PEHHs] U YMEHbUIUJIO TOJIIIMHY CeTYaTKH
B MakyJje B 24 cjyuyasix XOpHOW/IaJbHOH HEOBACKY-
JIpU3alMK Y MAlUEHTOB C BUTEJNIMPOPMHON AHC-
Tpocuer B3pocabix [55]. Tlauuentsl noayvanu tpu
eKeMeCsUHbIX MHTPaBUTPeaJbHbIX MHbEKIHI PaHHU-
6uzymaba, a 3aTeM JIONOJHUTEJ/bHbIE TTPOLIELYPbI 110
Mepe Heo6xoauMocTH B Teuenue 12 mec. L. Tiosano
et al. perpocnekruBHo onenuBaau 11 rias ¢ Burtes-
JudopmMHoil tucTpodueit B3pocsbix v 60 rias ¢ BMJL
(0o6e rpymnmbl ¢ XOPHOMIAJbHOH HEOBACKYJ/ISpU3allH-
eft). OcTpora 3peHusi 10 U MOoCJe JIeUeHUs], a TakkKe
cpefiHee KOJIHUeCTBO TpebyeMblX HHBEKUHH Oblau
OfIMHAaKOBBLIMH Y natneHToB ¢ BMJI u Buteundopm-
HOH JIUCTPOdHel B3pOCbIX [56].

B COBOKYNHOCTH 3TH JaHHblE CBUIETEJbCTBYIOT,
uro aHtu-VEGF-Tepanusi, ucnosbdyemasi B Jieve-
HUM BUTEJNIMMOPMHON AUCTPOPUH B3POCJBIX, OC-
JIOXKHEHHOH XOPHOWJAJbHOW HEOBACKYJSpHU3ALUEH,
crnoco6CTBYeT CTabUJIM3allid OCTPOThl 3peHus, 00-
paTHOMY pa3BUTHIO HOBOOOPA30BAHHBIX COCYJIOB.
[Ipumenenue autu-VEGF nns1 nedenuss Burtessiu-
(hopMHOH AUCTPOGUH B3POCJBIX MPH OTCYTCTBUH
cyOpeTHHaJIbHOH HeOBAaCKYJAPHOH MeMOpaHbl B Ha-
cTosillee BpeMs MpPeJICTABJISIETCS HEONPaBAaHHbBIM.
Hcnoab3oBanue (HoTonHHAMUUYECKOH Tepanuu mJs
JleyeHust cyOpeTHHA/bHbIX HEOBACKYJSIPHBIX MeM-
6paH, OCJOKHSIOUIMX BUTEJJTUPOPMHYIO TUCTPOPHIO
B3POCJIbIX, MOKET MPUBECTH K aTPO(UU MUTMEHTHO-
0 3MUTEJHS U CHHKEHHUIO OCTPOTHI 3PEHUS, TOSTOMY
ee cJjeayeT usberarn.

HauGoJsiee nepcreKTUBHBIM CUMTAETCS pa3BUTHE
FeHHOH Teparnuu, KOTOPYIO TMJaHUPYIOT MPUMEHSAThH

<> OOTANbMOJIOTMYECKME BEROMOCTH. 2019. T. 12. No 4

ISSN 1998-7102



B NOMOLLb NPAKTUKYIOLLEMY BPAYY / FOR PRACTITIONERS

al
|

111 JleUeHUs] MOHOT€HHBIX (hOPM BHTENJTH(OPMHOM
JAMCTPOGUHU B3pOCbIX [57].

JuddepeHunanbHas AUMArHOCTUKA BUTEJNJIH-
(hopMHbBIX NopaxKeHUd MaKyqbl

Burennudopmuble nopaxkeHuss MakyJabl Tpeby-
10T NpoBeeHUs AudhepeHIHaNbHON TMaTHOCTUKH
¢ BJaaxkHoi ¢opmoit BMJI u xpounveckoir LICP.
Bce 3a6o/1eBanusa UMEIOT CpeAHUI BO3pacT aebtoTa
Ha MATOU-LIECTON JIeKae KU3HHU, MOTYT MMPOTEKATh
C HAJIMYHUEM OTCJOHKH HEHPOSMUTEJHUS, U3MEHEHH-
SIMH TTMTMEHTHOTO SMUTEJHS, UMEIOT MOBbILLIEHHbIH
pPUCK pa3BUTHsI CcyOpeTHHAJbHOW HEOBACKYJISIPH-
3allMd, He WCKJuYaloT Hajauuue apy3. Ecau 06-
cJeloBaHUE TMalMeHTa C MaKyJspHOH MaToJioTHeH
BKJIoYaeT B ce6s TosbKo nposenenne OKT, To pas-
JUYUTh 3TH 3a6oJieBaHus B GOJIbLIMHCTBE CJyyaeB
He MPeaCTaBASIeTCs BO3MOXKHBIM.

B otnnuue ot tunuunoit BMJI, npu kotopoii
JIeNo3uThl Ha 6asasbHONH MeMOpaHe SIBJSIOTCS paH-
Hell HAXO/KOH, MMEHHO (hOTOPELENnTOpbl SABJSIOTCS
NepBbIMH  KJIETKAMH, CTPAJAOUIMMKU TPU  BUTEJ-
JUPOPMHBIX TopakeHUsix. PoTopelenTopbl MOTYT
ObITb paspylleHbl MO Kpailo BUTEJIH(OPMHBIX OT-
JIO)KEHUH, npu 3TOM HauboJiee CHJAbHO CTPajaioT
MX CerMeHTbl B LIEHTpe mopakeHus. Jlenosutsl Ha
6asaJibHOH MeMOpaHe TakKe BbISIBJSIOT B IJa3ax
C BUTEJJIMPOPMHON AUCTpOodHelt B3POCIIbIX, OAHAKO
npejarnoJaraercs, YTo X NPUCYTCTBUE MOXKET ObITh
CBSI3aHO C MPEKJIOHHBIM BO3PACTOM MallMeHTOB U He
00s13aTeJIbHO acCOLMMPOBaHbI ¢ Hamuuuem BMJI.

J. Arnold et al. naGaoganu GoJiee HU3KYIO CTe-
MeHb BOCMNAJIUTENbHON HH(UABTPALUU B XOPHOUEE
rja3 ¢ BUTeJJIHMOPMHON 1UCTpodUel B3POCIbIX MO
cpaBHenuio ¢ razamu ¢ BMJI. Onu npeanosioxunu,
UTO 3TO pasJynuyve MOXKeT ObITb CBSI3aHO C pa3HHU-
el B JIOKaJM3alMu cyocTpaTa: BUTENIUPOPMHBIX
OTJIOKEHUH T0J HEHPOSMUTEJUEM [PH BUTEJJIH-
tbopmMHOH AUCTPODUH B3POCJBIX WU JPY3 MO IHT-
MeHTHbIM 3nuTesuem npu BMJI. TTockosbKy Boc-
naJjieHue UrpaeT BaxKHy1o poJib B natorenese BMJI,
MeHblllasi CTeleHb BOCHAJJUTENbHbIX peaKlUi npu
BUTEJJIU(OPMHONA JUCTPO(UH B3POCJBIX MOXKET
OTpaKaTb CYLLeCTBEHHYI0 pa3HUIy B MaToreHese
IBYX 3TUX (peHoTunos. MccaenoBatesu npeamnosio-
XKUJIK, 4TO BUTeJNU(OPMHBIH MaTepuas He obpa-
gyetcsd npu BMJI auuib moToMy, 4TO MUTMEHTHBIN
SMUTEJNUN U (DOTOpPELenTOpbl MOrHOAIOT CJAULIKOM
6bicTpo [3]. OHAKO HA CeroHsIIHUN JIeHb Hesl0-
CTATOYHO JAHHBIX /ISl YTBEPKAECHHUS, YTO aTpodusi
nporekaet ObicTpee npu BMJI, uem npu BuTe /11~
thopmHoOiT tucTpodun B3pocabix. BoamoxkHo, n3me-
HeHUe (harolUTo3a ABJSETCS OCHOBHBIM 1e(heKTOM

NPy BUTEJTUPOPMHON AUCTPOPHUHU B3POCIBIX, MPH
3ToM B naroreHe3de BMJI MoryT 1o0MUHUPOBATH Jpy-
rue U3MeHEeHHUs! MUTMEHTHOTIO SMUTEJHS.

Jpy3bl U Apy30M0J00HbIE OTJIOXKEHUS ObLJIM HEOJl-
HOKPATHO OMHCaHbl y MALKEHTOB C BUTEJNIUDOPMHON
JIMCTpoHell B3poC/bIX ¢ MyTallusimu B renax BESTI,
IMPGI wnn IMPG2. Tem He MeHee, pas/jHudsl MEXKLy
BM/I ¢ BuTe1/IM(OPMHBIMH OTJIO?KEHUSIMH M BUTEJIJH-
thopmHO# 1HCTpOdHEl B3POCIBIX C IPY3aMHU He 10 KOH-
1a sicHbl. B ony6/MKOBaHHOMN JIMTepaType HeT eMHOro
MHEHHS], K KAKOH MaToJIOTMH CJIeyeT OTHOCHTD Caydan
CO MHO?KECTBEHHBIMH JIPy3aMH (HE3aBUCUMO OT UX THIIA
¥ pa3Mepa) U BUTeLTUGOPMHBIM MaTepuasioM: K BM/JI,
K BUTEJITM(DOPMHOI AUCTPOMUH HITH K COUETAHHIO ITHX
JIByx 3ab6oseBaHuil. OueBHIHO, OTCYTCTBHE €IHHBIX
JIMArHOCTHYECKUX KPUTEPUEB [ BUTEJIHPOPMHON
JTUCTPOHUM B3POCJIbIX MPUBEJO K UCCEIOBAHUSM Te-
TEPOTreHHBIX MOMYJISLHUH, 3aTPYAHSS CPABHEHHE MEXK LY
UCCJIEJIOBAHUSIMU U PyTamMu naiuenTos [29].

OnHoll M3 MPUYMH TeTEPOreHHOCTH MOXKET ObITh
BO3pacT MOCTAHOBKHM jauarHosa. [lauuentam c¢ jna-
Jleko3alle/ el 1 BOBpeMsl He BbISIBJECHHOW BUTEJI-
JUPOPMHON NHUCTPOHEH B3POCJBIX MOXKET ObITh
JIMarHOCTHPOBAHA LeHTpaJibHas reorpaduyeckas
atpocust kKak nposisaenue BMJI.

[TepcnekTuBHbIM B npepeHIiHalbHON JTHATHO-
CTHKE JIByX 9THX 3a00JIeBaHUI SIBJISIeTCS eTalbHasi
KJHHUYEeCKasi OUEHKa C HCMOJb30BAHUEM MYJIbTH-
MOJIaJIbHOH BH3yaJiM3allii, B YaCTHOCTH CpaBHEHHE
JIAHHBIX MAlHEHTOB C BUTEJJHGOPMHBIMU TTOPaXKe-
HUSIMHM B3pOCJIbIX 6€3 MOHOTEHHbIX MyTalllH, acco-
LUMPOBAHHBIX C 3TUM (PEHOTHIIOM, C JAHHBIMH U Te-
HEeTHUYECKUMM Haxonkamu nauueHtos ¢ BMJI.

Butennudopmuyto 1HCTpodHIO NPH BhIpaXKeHHOH
Jerpajauuu BUTENJIU(OPMHOr0 MaTepuaJsa TPyLHO
OTJIMUUThL OT XpoHudeckoil LICP, o6enm xapakrepha
OTHOCHTEJIbHAS COXPAHHOCTb 3PUTEJbHBIX (DYHKIIHi
1 He#posnuTesus. BeposaTHo, mpu 3THX MaTOJOTH-
X (poTopelenTopbl (YHKLHOHHPYIOT J0CTATOUHO
XOpOoLIO, HEeCMOTpPsl Ha (hU3HUECKOE OTIAeJeHHEe HX
OT MUIMEHTHOTO SMUTEJHs], a BaxKHble MeTabOJUTbI
MOryT AudPyHAHpOBaTL MeXy (oTopelenTopaMmu
¥ TIMTMEHTHBIM 3THTEJHEM Yepe3 BUTeJIM(DOPMHBIN
marepuaJs. Makpodaru, NpUCyTCTBYIOLIME B BUTEJI-
JUPOPMHBIX OTJIOKEHHUSAX, MOTYT B HEKOTOPOH cTe-
MeHU BBIMOJIHATL (PYHKIHK MTHTMEHTHOTO STHTEJHS,
HampuMep OCYLIECTBJATh (harolUTO3 OTXOIOB YKU3-
HenesTebHOCTH hoTopelenTopoB [68]. st mpo-
BeJleHust nddepeHlinansbHON TMaTHOCTHKKY HapsiLy
C TLATeJbHbIM COOPOM aHaMHe3a TpedyeTcst puMe-
HeHue MyJsibTUMOoJabHOro noaxona. Jlins LICP xapak-
TepHa CBsI3b C MPUEMOM KOPTHKOCTEPOUIOB U pas-
JIMUHBIMM CTPECCOBbIMHM cUTyalusiMu. [lo naHHbIM
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OKT omnpenensiercs yToJilieHHe XOPHOUEH, HATHUHE
rpaBUTALMOHHBIX 10POXKeK, Mo JaHHbIM Al — TH-
MHYHbIE TOUYKH NPOCAUMBAHHUSI.

JAKJIOYEHUE

CyulecTBEHHbIM MPENSITCTBUEM B MCCJEI0BAHUU
BUTEJJIHOPMHBIX MOPAYKEHUH IBJISIETCS OTCYTCTBHE
B HACTOsllllee BPeMsi YeTKOr0 KOHCEHCYCa B OTHO-
LIEHWH KJMHUUYECKUX MPU3HAKOB, HEOOXOAUMBIX JJIs]
MOCTAHOBKHM JMarto3a. BoapacT HacTymnJeHust 3a-
6oJsieBaHUsl, HaJIMUME SMUPETUHAJIbHON MeMOpaHbl
¥ BUTPEOMAKYJSIPHBbIX TPAaKUHH, a TakxKe JIBYCTO-
POHHHI XapakTep MopaKeHus SIBJSIOTCS MPUYMHON
HayuYHbIX CIIOPOB.

Burtennudopmuble H3MeHEHHs y B3POCJbIX MOTYT
OBITH CJEACTBHEM psijia 3a00JeBaHUH, B YUCJE KO-
TOPBIX MATTEPH-AUCTPODHUSI, BUTENIUDOPMHAST AHUC-
Tpocuss bBecta, ayTrocomHo-peneccuBHas 6ecTpo-
cdbuHOoMaTHs, ocTpasi IKCCyJaTHBHAs TOJUMOpdHAas
BUTEJ/IM(DOPMHAs MaKyJoNnaTus U napaHeonJacTu-
yeckasl BUTeJUIM(OPMHAS PETHUHONATHS, aCCOLMH-
pOBaHHbIE C OHKOJIOTMYECKUMH U BOCMAJUTEbHBIMH
3a00JIeBAHUSIMHU, a TaKxKe BUTEJIM(POPMHBIE Topa-
JKEHHSs1, CBsI3aHHble C IPUEMOM MpernapaTos.

3abosneBaHuss MoryT neGIOTHPOBATb B Pa3HOM
BO3pacTe, MPOTeKaTb MOHO- M MYJbTH(HOKAJIbHO,
MUMeTb pasJ/iMyHble CTaJWU Jerpajallid BUTEJJIH-
¢opmMHOro Martepuasa, (GOpPMHPOBATH OTCJOHKH
HEHpPOCEHCEPHOH CeTYaTKHU, KUCThl HEHPOIMUTEHS,
XOpHOpeTHHAJbHbIE PYyOIlbl, 30HbI ATPOGHH, MACKH-
pysicb TIOJl Ipyrue MopaKeHusi MaKyJsipHOH 30Hbl
M 3aJIHEro MoJitoca 171asa, 4To JJ0CTaTouHO 4acTo MpH-
BOJIUT K HEOOOCHOBAHHOW U HeHE30MaCHON Tepanui.
B nudepenunanbHoil IHarHoCcTHKe 1ieJiecooOpasen
MYJIBTUMOJAJIbHBIH MTOAXO0/, BKJIOUAIOUHH LLIHPOKHUH
CMEKTP HUCCJIEIOBAHUH, B TOM YHCJIE, 3JEKTPOPUIHO-
JIOTHUECKUX U TeHETHUYECKUX.
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