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Tepanesmam xopouto 3HaAKOMbl OmanvmonsoeuHecKue NPOSAGACHUS MAKUX DPACHPOCMPAHEHHbIX 6 NONYAAUUU 3a001e8aHull, Kax
apmepuaivHas 2Unepmensus U caxapuuili ouabem, — eunepmonuueckas u ouabemuueckas pemunonamuu. B mo xce epems na
npaKmuKe cay4aemcsi, K020a U3MeHeHUs 2Aa3H020 OHA Bbi3bleAlOM 3ampYOHeHUs 8 NOCMAaH08Ke JUuagHo3a oadce y 0Qmanbmonozos,
CReyuanu3upylouuxcs 6 ouazHocmuke u nevenuu 3aboneeanuti cemuamxu. Hacredcmeennvie pemunonamuu He0ocmamouHo 3HAKOMbL
Kaunuyucmam. Huxce npedcmaesnsromes cospementvie céedenus o namoeenese, duaeHocmuke u Kaunuxke ducmpoguu Illlmapeapoma,
00HO20 U3 XOPOWIO U3YYEeHHbIX HAcAedcmeeHHbIX 3abonesanuil cemuamixu. Ilpediraeaemvie OauHble cayycam npeonocviAKamMu 045
Ppa3pabomku Ho8bIX 000CHOBAHHBIX MEMO0O08 NeueHUs: ¢ 00KA3AHHOU I PeKmMUBHOCIbIO.

Karouesvie caosa: oucmpogpus IlImapeapoma, sceamonsamuucmoe 2A1a3H0e OHO, UBEMOOULYULCHIE, DAeKMPOPEMUH02PAPUSL, 2eHeMUYEeCK A
duazrHocmuka, namoeenes, Ae4enue

STARGARDT’S DYSTROPHY: CLINICAL PICTURE, DIAGNOSIS, TREATMENT
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Therapists are well familiar with the ophthalmologic presentations of common diseases, such as essential hypertension and diabetes mellitus,
namely: hypertensive and diabetic retinopathy. At the same time in actual practice even ophthalmologists specializing in the diagnosis and
treatment of retinal diseases run into the diagnostic problems associated with eye ground changes. Clinicians are inadequately familiar with
inherited retinopathies. The paper gives an update on the pathogenesis, diagnosis, and clinical presentations of Stargardt’s dystrophy, one
of the well studied inherited retinal diseases. The proposed data are prerequisites for the development of new justified treatment options with
documented efficiency.
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Huctpodus Ilraprapara Obuta BHEpBbIE OIKMCA-
Ha HemelKuM odranbemonorom K. Stargardt B 1909 .
Kak TMporpeccupylonias MakyiasipHas auctpodwus, Ha-
ciemyemasi ayTocomMHo-petieccuBHo [1]. Tepmun fundus
Sflavimaculatus — «<XenTOMSITHUCTOE TJIA3HOE THO» — OBLT
npemioxeH B 1962 T mBeiilapckuM oG TaTbMOJIOTOM
A. Francescetti, onucasiiemM oco0yo ¢GhopMy 3TOro 3a-
OoJieBaHMSI, TP KOTOPOM XKEeJIThle TTOIMMOP(MOHBIE OUakK-
ku nuddy3HO paccesHbl MO BCEMY 3aJHEMY  TOJIOCY
TJIA3HOTO HA. Makynonuctpodusi BBISIBISIETCS TOJIBKO
y 50% mnaimeHTOB; B OOJBIIMHCTBE CJydyaeB 3a0oseBa-
HUE TIPOSIBIIIETCS B Bo3pacte crapiie 25 net [2]. Huc-
tpodust Ilraprapara w fundus flavimaculatus ceromus
paccMaTpuBalOT Kak 2 pa3iInyHbIX (eHOTUra B KOHTHU-
HyyMe 3a00J1eBaHUsI, T.6. OHU SIBJISIIOTCSI OMHOW HO30J10-
TUYECKON eIUHUIICH, YTO MOATBEPKIAEHO MOJIEKYJISIPHO-
TeHEeTUYECKMMMU UCCIIEIOBAaHUSIMU. PacTipocTpaHeHHOCTh
3a00s1eBaHUsI, TI0 JAHHBIM HEKOTOPHIX aBTOPOB, COCTAB-
qser 1:10 000 [3]. ductpodus lraprapara oTHOcUTCS
K 0OJIE3HSIM MUTMEHTHOTO 3MUTENNs ceT4aTKu U (hOTO-
peuenrtopos [4, 5].

Jmuonorusa

OTKPBITHS B 00JTACTH MOJICKYJISIPHOM TeHETUKHN TIPH-
BeJI K MACHTU(UKAIIAN 3THOJoTHdecKoro reHa (STRG 1,
ABCA4, panee — ABCR, nokanmmn3oBaHHOTO Ha 1p21-pl3),
MyTalli B KOTOPOM IIPMBOMSIT K BO3HUKHOBCHUIO
ayTOCOMHO-perieccuBHOM ¢GopMbl  mucTpodum IllTap-
rapara W KeJITOISITHUCTOrO IIasHoro aHa [6]. Peakas
dopma mucTpodur ¢ ayTOCOMHO-IOMUHAHTHBIM THUITOM
HacJIeMOBaHUsI 00yCIIOBJIcHa MyTalsIMU B TeHe ELOVA4
(6cen-ql4) [7].

Mamorenes

bemok ABCA4 otHocutcs K cemeiictBy ABC-
TIePEHOCYMKOB U TIPEICTABIIACT COO0M peTHMHOCTICM(pIIC-
cKuii (ciermIIecKii IUIst CeTIATKH ) MeMOpaHHBIIN 0€JIOK,
KOTOPEII SKCITPECCUPYETCS B AMCKAX HAPYKHBIX CETMCHTOB
MTAJTOYKOBBIX ¥ KOJIOOYKOBBIX (POTOPEIenTOPOB [8].

B pesymsrate (QOTOTpaHCAYKIIMM — 3JICKTPOXMMU-
YECKOTO TIPOIIeCCa, BBHI3BIBAIOIICTO 3PUTEIHHOE OIMYIIe-
HHE, — TPAaHCPETUHAJIb OKAa3bIBACTCS B CBOOOTHOM COCTOSI-
HUU B (POCHOTUNUIHOM OKPYKEHUU (HOTOPELIENTOPHOMN
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MeMOpaHbl U JOJKEH OBICTPO yHalsiThCcsl U3 (poTopeuern-
TOpHOI MeMOpaHbl qucka. [1pu oTCyTCTBYIOIEM WU Ne-
dextHoM Oenke ABCA4 npu muctpoduu IllTaprapara
TaKOTO yIaJIeHUsI He TIPOVCXOIUT, HAIPOTUB, (hOTOTOKCUY-
Hble MeTaboauThl peTuHalsd N-ret-PE u ero npousBogHoro
A2E HakarvBaloTCs BO BHYTPUIUCKOBOM MPOCTPAHCTBE.
Hecwmotpst Ha 1o uto 6etok ABCA4 gaBnsieTcs cTpyKTypoi
1 KOJIOOUKOBBIX, W TMaJIOYKOBBIX (DOTOPEIIENTOPOB, HaU-
OoJbllIE KIIMHUYECKVE W (DYHKIIMOHATIbHBIE TIPOSIBIIEHUS
3a00J1eBAHUST XapaKTePHBI 711 LIEHTPATbHON CETYaTKH, TIIe
pacroyioXXeHbl B OCHOBHOM KOJIOOUKH, OMpeAessIolne
OCTPOTY 3pEHMUSI.

ITo muenwuto J. Sparrow, BeickazanHomy uMm B 2003 T,
pa3BuTHe mUCTpoUM VUMEHHO B MaKy/IsSIpHOW 00iacTu
CBSI3aHO C BBICOKON (PU3MOIOTMYECKO KOHIIEHTpalM-
eif peTuHassl, KOTopas OTpaxaeT OOJbUIYIO TUIOTHOCTb
KOJI00UKOBBbIX (poToperientopoB B ¢oseosie [9]. bonbuias
(byHKIIMOHANbHAs Harpy3ka Ipu aedektHoMm oenke ABCR
MOXET TIPUBOAMTH K YBEJIMUYEHUIO KOHIEHTpaluu (oto-
TOKCUYHOTO MPpou3BoAHOTO petuHains A2E B MakynsipHOI
obnactu. IIpeanonararot, 4TO TSKECTh 3a00J€BaHUS KOP-
penvpyeT ¢ pe3uayalibHoi akTuBHOCThIO O6e1ka ABCR.

W3zBectHO 6onee 400 myrtauuii reHa ABCA4, Gobluast
YacTh U3 KOTOPBIX — MUCCEHC-MYTAIlMM B BEICOKOKOHCEP-
BaTUBHBIX TTOCJIEIOBATETLHOCTSIX aMUHOKUCJIOT.

Knuhuka gucmpodhuu Limaprapama u ¥enmonsmHucmoro
rMa3Horo gHa

Huctpodus [ taprapara, Kak mpaBujio, TMarHOCTUPY-
€TCs1 Ha TIEPBOM WJIM BTOPOM JECATUIETUM KHU3HU.

OdranbMocKkonmyeckast KapTUHA

Hnst puctpoduum ltaprapara XxapakTepHbl B 3aBUCH-
MOCTHU OT (heHOTHUIIa 2 OCHOBHBIX MPU3HAKA: NU3MEHEHMS B
MaKyJISIpHOI 06J1acTU (MaKyJIsipHasi AMCTPOGUS) U KEJIThIe
TISITHA, XapaKTep 1 JIOKATN3alvsl KOTOPbIX BapraOeTbHBI.

Makynspuas ducmpoghus. Y Bcex OONBHBIX C 3KaTo0aMu
Ha CHIXEHUE LEHTPAJIBHOTO 3PEHMS BBISIBJISIOTCS CUM-
METPUYHBIE U3MEHEHUST MaKyJbl: OT pacHIMpEeHUs] MaKy-
JIIpHOTO pediekca ¢ HEXXHOW MUTMEHTHOW TpaHYJISpHO-
CTBIO 70 BbIpaxkeHHOU aTpoduu MakysipHoit objgactu. Ha
HaYaJIbHOM CTaIMM UBMEHEHHS B MaKyJIe MOTYT OTCYTCTBO-
BaTh WM OTPAaHUYNBATHCS TepepacrpeneieHeM MTUTMeH-
ta. [Ipu mporpeccupoBaHUM TUCTPODUIECKUX U3MEHEHU I
BO3HUKAET Irpybasi NUCIUTMEHTALNS: CKOIUIEHUE TIbIOOK
TMUTMEHTA B OMTHUX 30HaX U oyaroBble AedeKThl (aTpodust)
peTuHaIbHOrO NUurMeHTHoro anurenust (PI1D) — B npyrux,
YTO MOXET BBIIJISIIETh KaK KParmyaTocTb MaKyJISIpHON 00-
JIaCTU WJIM KaK KapThHa «ObIubero 11a3a». B pa3BUThIX cTa-
JvsX 3a0071€BaHUs B MaKYJISIpPHOW 00J1aCTU O(hTaTbMOCKO-
MUYECKU MOXXHO HaOII01aTh OCOOBII XapaKTep OTPaKEHUS
CBeTa, Co3JalolIuii BrieyaTaeHe «<KOBaHOU OpOH3bI». Tep-
MUHaJIbHBIE cTaauu 3a0osieBaHus (K 30 rogaM U mo3aHee,
B 3aBUCUMOCTU OT BO3pacTa B MOMEHT BO3HUKHOBEHMSI)
xapakrepusyworcsa arpodueil PIID, xoprokanmumuisipHOro
CJI0 XOpPUOUIEU U HelpoceTyaTKu B MakyIsipHOU obia-
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ctu. BucouHas aexkonopaiiysi 3pUTEIbHOTO HEpBa, YacTo
onuchiBaeMasi O(MTaJIbMOJOraMU TPU YAaCTUYHBIX aTpoO-
dusx 3puTeIBLHOTO HEpBa, XapakTepHa ISl AucTpoduu
Itaprapara u sBisiercss BTopuuHoil. Kanubp cocynos,
Kak MpaBUJIO, COXPAHSIETCS B HOPME; MIPU OOLLIMPHBIX 30-
Hax nepudepruuecKoil XOpruopeTUHAIBHOM aTpoduu BO3-
MOXHO CYXXeHUE PETUHAIBHBIX COCY/IOB.

Keamvie namna. OCOOEHHOCTBIO TJIA3HOTO THA SIB-
JISIOTCS KEJITOBAThIE MSATHA, KOTOpPbIE MOTYT OBITH pac-
MOJIOKEHbI BOKPYT (hOBea, OTPaHUYMBASICh MAaKYJSIPHOW
00J1aCThIO, WJIW 3aHUMATh BECh 3aHUI TOJIIOC B MIpeaesiax
COCYIIUCTBIX apKaj (CM. PUCYHOK), WIK PACITPOCTPAHSTHCS
BIUIOTH JI0 3KBaTopa. Pazmepsl nisiTeH BapbupytoT oT 100 1o
200 MKM, TpaHUIIBI UMEIOT Pa3HYIO CTENEHb YeTKOCTU. [Tpu
MPOTPECCUPOBAHUM 3a00JIEBAaHUS MSITHA PACIPOCTPAHSI-
I0TCSI IO 9KBATOPA I1a3HOTO SI0JI0KA, X YUCIIO YBETUYMBA-
€TCS, OHU MOTYT CJIUBAThCS U UCYE3aTh, OCTABJISISL y4YaCTKU
atpouu PTID u xopnokanwiisipos.

Tnasznoe ono npu yenmpanvroil popme ducmpoghuu lllmapeapoma: a — duc-

mpohuueckue UMeHeHUs: 8 YeHmpe MAKYAAPHOU 00AACMU, NUSMEHMAauus;

Oeno-duceamole NAMHA SU3YAAUSUPYIOMCS 8 NPe0eNax MaKyAspHol 00aacmu;

0 — ducmpogputeciue UsMeHeHUss MAKYAAPHOU 001acmu OKPYICeHbL OOUUPHOTL

30HOU 6eA0-ICeAMOLl NAMHUCOCIU, KOMOPAs. PACAPOCMPAHAEMCS. 6NA0Nb
do cocyducmuix apkad

KenronsiTHUCTOE TTA3HOE AHO MPOSIBISIETCS Y B3pOC-
JIBIX TIPU OTCYTCTBUM U3MEHEHUI MaKyJasipHOI 006JacTu,
MOXET MPOTeKaTh OECCUMIITOMHO U OBITh CTy4ailHOW Ha-
XOJIKOM, BBISBICHHOU MpU O(MTaAIbMOJIOTMYECKOM OCMO-
Tpe. OcTpoTa 3peHus U LBETOOLIYIIEHUE MEHSIOTCS TOJTb-
KO MPU U3MEHEHUSIX MaKyJISIpHOU 06J1acTu.

IlepBbIMU KIIMHUYECKMMU TIPU3HAKAMU SIBJISIIOTCS
JIBYCTOPOHHUE 0€JI0-KeJNThle MATHA C HEYETKUMU TPaHU-
Liamu Ha ypoBHe PIID B 3agHeM noJjitoce U Ha CpeaHei mne-
pudepun. IlsaTHa, oOHapyxXuBaeMble HA paHHEN CTaauu,
WMEIOT YETKUE TPAHULIbI U PACTIONOXEHBI OJIKE K LIEHTPY.
OHU OBIBAIOT OKPYIJIBIMU, OBATBHBIMU, TUHEUHBIMU, MO-
JIypo3pavyHbIMU UK B hopme pbibbero xBocta. [1pu mpo-
TPECCUPOBAHUY MOSIBJISIIOTCSI HOBBIE TISITHA, OTMXKE K 9KBa-
TOpY IJIa3HOTO $I0JI0Ka, a cTapble MpPUOOpeTaroT Oosee
CMa3aHHbIE TPAHULIbI U CIMBHON XapakTep. B HeKOoTOpbIx
cydasix pa3BuUBaeTcsl «reorpaduyeckas» atpodus. [lpu
MPOTPECCUPYIOLIEM XapakTepe 3ab0sIeBaHUsl YUCIIO TIEpH-
(eprueckux MATEH YBEIUUYMBAETCS U MOSIBISIIOTCS aTpoO-
(uyeckre M3MEHEHUS MAaKyJsIpHOW 00acTh, KOTOpBIE
CTaHOBSATCS 60Jiee OOIMPHBIMU U YETKO OTPAHUYEHHBIMU.
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Knaccutpuxayus

OcHoBHas kiaccudukanusa npemioxeHa K. Noble
u R.Carr [4], xitaccudukanus o ctagusm — T. Aaberg [10]
n G.Fishman [11]. K. Noble u R. Carr (1979) Bbiaensitor
3 BapuaHTa 0(TATEMOCKOTIMYECKON KapTUHBI TUCTPOGhUN
Iraprapara (MakyjsipHas gereHepanuys 0e3 KeJTOIsIT-
HUCTOCTHU, MaKyJIsSIpHasl JereHepanus ¢ mapadoBeaTbHOM
SKENITOIISITHUCTOCTRIO, MaKyJIsipHasl JereHepaius ¢ mud-
(by3HOI KeATONMATHUCTOCTBIO) U TUMD Y3HYIO KEITOTSIT-
HUCTOCTh 0€3 MaKyJISIpHOW nereHepaluu (SKeJTOISTHU-
CTOE IIa3Hoe THO, W fundus flavimaculatus).

(MyHKWUOHaANbHbIE CUMNIMOMbI

Ocmpoma 3penus. TlepBblii CUMIITOM JHUCTpODUMN
IITaprapara — 370 HEKOPPUTUPYEMOE CHIKEHWE OCTPOTHI
3peHus1, BHavYase rocrerneHHoe 1o 0,5, a 3aTeM ObICTpoe 10
0,1—-0,05. Huzkast ocTpoTa 3peHUsI MOXXET HE COOTBETCTBO-
BaTh BBIPAXKEHHOCTY U3MEHEHU I Ha TJIa3HOM JJHE HACTOJIb-
KO, YTO peOeHKa MOTYT MTO03peBaTh B CUMYJISILIUY [12].

Ileemosoe 3penue. HapylieHue 1IBETOBOTO 3peHUsI BO3-
HUKaeT Ha HAYAJIbHBIX dTanax pa3BUTUS OUCTpoduu, Ha
paHHUX cTanusx 3aboneBaHusl. HecMOTps Ha TO 4TO JeTH
B Bo3pacte 7—8 JIET PeaKo KaIyIoTCS Ha HapyllIeHNe 1Be-
TOBOTO 3PEHUSI, OHO MOXET BBISIBIATBHCS DPAHBIIE, YeM
CHIDXEHME OCTPOTHI 3PEHUS] U HapyllIeHUEe KOHTPACTHOMN
YYBCTBUTEILHOCTH, UTO SIBJISIETCST BAXKHBIM KPUTEPUEM Ha-
yanbHOU quarHoctuky [13]. Bocipusitue KkpacHoit u 3ene-
HOWM YacTW CIIEKTpa HapyLIEHO MO TUIMY KPACHO-3EJICHON
JIVICXPOMA3UU W BBISBISIETCS C MOMOIIBIO MOJTUXPOMATH-
YyecKux Tabaull Thuna PabkuHa 1ist mpruoOpeTeHHbIX Hapy-
meHuit, Tabaui, Mimuvxapel, FOcToBOI U ApyrMX METOIOB
HCCIIeN0BaHMs LIBETOBOrO 3peHus (Hanpumep, 100-otTe-
HouHbIN TecTt DapHcBopTa). MccnenmoBanue Tonorpacdum
HapyLIEHNS 1[BETOBOI YyBCTBUTEIBHOCTHA BO3ZMOXHO C UC-
TTOJIb30BAaHUEM KOMITHIOTEPHON TEXHUKM (IIBETOBAsI KaM-
MUMETPUS), KOTOpasl MO3BOJISIET JaTh OLIEHKY Pa3IUYHbIX
YYaCTKOB LIEHTPATbHOTO 1o 3peHus [ 13].

Tonozpagua Kommpacmnoli wy6cmeumeabHOCmMu ViC-
CJIEyeTCsl C WCIOb30BAHUEM AaXPOMATUYECKUX CTUMYJIOB
TeMHee U cBeTiee (poHa — on-off-aKTMBHOCTM KOJIOOUKO-
Boit cuctembl (TiporpamMma «OddoH», pazpaboTaHHas co-
BMECTHO C HaydyHO-MemuimHckoir ¢upmoit MBH, P®)
[13]. B HayanbHOM CTaquy KOHTPACTHAS! YyBCTBUTEIBHOCTD
CHIDKEHa B OOJIbILIEN CTENIEH! Ha CTUMYJT CBeT/iee (hoHa ¢ To-
CJIEYIOIUM CHIKEHUEM Ha CTUMYJT TeMHee (hoHa, UTO CBU-
JIETEJICTBYET O MEPBUYHOCTH MTOPAXKEHNSI CBETOBBIX KAHAJIOB
KOJIOOYKOBOM CUCTEMBI ceTyaTku. Tomorpadryecku u3Me-
HEHUS MPOSIBIISTIOTCS B 30HE 1° OT LIEHTpa, B MEHBIIEH CcTe-
TIeHU B 5° OT TOUKU (puKcalmu. B pa3BUTBIX cTagusix 3a00se-
BaHUS TIPU COYETAHUU JUCTPO(MUU B LIEHTPATBHBIX OTAETaX
¢ neprdeprIecKoi JJoOKaTU3alrel KOHTPacTHAs U LIBETOBAsT
YYBCTBUTEJLHOCTb CHIKaeTcs B3oHax 1,5u 10° [13].

Ilpocmpancmeennas  Konmpacmuas  4yecmeumens-
Hocmb (OLEHUBAETCS C MOMOIIBIO KOMIIBIOTEPHOI TPO-
rpamMMmbl «3ebpa», «ActporHdopm», PD) mipu auctpodum
taprapara cHUXeHa B 006J1aCTH CpeAHUX U BBICOKUX MTPO-

CTPAHCTBEHHBIX YaCTOT HA PAHHUX CTAIUSIX U OTCYTCTBYET
Ha 3TUX YacToTax (TMPY UCTOJb30BAHUM aXpOMAaTUUECKUX
U 1IBETOBBIX — KPACHBIX, 3€JICHBIX U CUHUX — PEIETOK)
B TIO3[THUX CTaIMsIX 3a00JIEBaHMST, HA HU3KMX 4aCTOTaXx OHa
COXpaHsIeTCsl.

Ilepumempua. Tlpu wuccieqoBaHMM TIOJST 3pPEHMUS
U CBETOBOI UYBCTBUTEJIBHOCTU Yy TIALIMEHTOB C 0OOJIE3HBIO
[ITaprapara BBISBISIOT CHIWKEHWE CBETOBOW YyBCTBU-
TEJIbHOCTH, OTHOCUTEJTbHBIE WM a0COMIOTHBIE 1IEHTPATh-
Hble CKOTOMBI Pa3HOUW BEJIMYMHBI B 3aBUCUMOCTH OT pac-
MpOCTpaHeHUsI Tpoliecca B MakyasipHoi obnactu [14, 15].
Ipw fundus flavimaculatus Tone 3peHUS MOXET OBITbH HE
U3MEHEHO, OCOOEHHO B MepBble 2 AeKaabl XXU3HU. OTCyT-
CTBYE (PYHKIIMOHUPYIOIINX KO100ueK B (hoBeosie MPUBO-
JIUT K TIOSIBJICHUIO HOBOM TMPEIIIOYTUTEIbHON 30HBI (hUK-
caruu (preferred fixation locus), BBISIBISIEMOIi C TIOMOIIIBIO
MUKPOTIEPUMETPUHN C TIOMOIIIBIO CKAHUPYIOIIETO JIa3epHO-
ro opraapsmockona (CJ10).

3nexmpopemunxorpatuyecKue cuMnNMombi

OnexrpoperuHorpadus (DPT') no3BoJsieT 00beKTUBHO
OILIEHUTh (DYHKIMIO ceTYaTKX [16] U BBIIBUTbL pasiTudHbIC
BapuaHTHI TUCTPOGUN/IUCHYHKIIMN — MaKyJISIPHYIO U Te-
HEPAIU30BAaHHYIO KOJO0YKOBYIO. JIJig OLieHKU (yHKIUU
MaKyJISIpHOU OO0JIaCTU CeTYaTKU PEKOMEHIYEeTCs MPOBO-
AT MYJBTUGMOKATBHYIO [17] Wau MakyasipHYyIO JOKalb-
Hyl0 371eKTpopeTruHorpaduio [13, 17, 18]. Mynsrudokaib-
Hast OPI" — HOBBI BBICOKOTEXHOJIOTUYHBIA METOM, OLIEHKH
Tororpauu OUORJIEKTPUUECKON aKTUBHOCTU MaKYyJIsSIp-
HOIi 001IacTy, MapaMaKy/IsIpHbIX OTAEIOB CETYaTKU, Mapa-
LIEHTPAJIbHBIX 30H CETYATKU U €€ CpeaHel nepudepun.

ITpu perucrpauuu makyispHoii OPI' (M-DPT) 6uo-
MOTEHLIUAbl MaKYJISIPHOU 00JIACTM CyOHOPMAaJIbHBI YXKe
B HavajbHOW, I crapum auctpodum Ilraprapara [19].
Taxxe B I — II cragusix 6one3nu Ltaprapara BBISIBIASIOT
0OJIBLIYIO CTENEHb YTHETEHUS KOJIOOUKOBBIX KOMIIOHEHTOB
OPT no cpaBHeHM10 ¢ nasoukoBbiMu [18]. TTo Mepe mpo-
rpeccupoBaHus Mpoiiecca nokaszareau M-OPT' cHmkaroT-
Cs1, BILUTOTb JIO TMOJIHOTO UCYE3HOBEHUS.

Ilpu wuccnemoBaHuu TOMmorpapuu OUOINEKTpUYE-
CKOW AaKTMBHOCTM METOAOM MyJabTUdOKanbHO OPT
[17] y 6onbHBIX ¢ aucTtpodueii IlItaprapara BbISIBAEHO
CHUKEHUE WJIU TOJTHOE OTCYTCTBUE OTBETA B LICHTPAIb-
HOI 00JaCTU CETYATKU MPU COXPAHHOCTU aAMIUTUTY/bI
U JJATEHTHOCTU OMOBJIEKTPUYECKUX OTBETOB B mepude-
puyecKkux Koiblax. B nanexo 3aiieniueii ctaiuy IUCTpo-
¢uu ltaprapara perucTpupoBaIuCh OTCYTCTBUE OTBETA
B MakyJgdpHON oOJacTu B mpeneiax UEHTpaibHbIX 10°
U CHUXKEHME €ro B mapaueHTpaibHou otaenax (17—30°%),
YTO COMPOBOXIAIOCH YIJMHEHUEM JaTEHTHOCTU OTBETa
N1- u P1-xoMnoHeHTOB B 3TuX 30Hax [20, 21]. ITpu uc-
nosib3oBaHuu CJIO mist KOHTpossl (puKcaluuu B3opa co
CTUMYJIOM C paauycoMm 12° mpu auctpoduu [lTaprapara
ObLIY TOJyYeHbI CXOAHbIE TaHHbIe [20].

B I-II cragusix 3a6oneBaHus obuas DPI" HopManbHa
[11]. ITo Mepe mporpeccupoBaHus aMILUTATYAa obieir DPT
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cHmxaetcs. CornacHo uccienoBaHusaM R. Itabashi v coaBt.
[14] cHuxeHMe pa3nuuHbix KoMnoHeHTOoB DPI mpoucxo-
JIUT B COOTBETCTBUU CO CTaMei 3a00IeBaHNsI.

CyOHOPMATBHBIN MAJIOYKOBBINA OTBET PETUCTPUPYETCS
npu cMmerranHoi dopme mucrpoduu Iltaprapara/fundus
flavimaculatus [5]. Ha Mo3mHUX cTaqnsIX CHIDKASTCS aMITIN -
Tyda Kak (OTOMUYECKOM, TaK U ckoTonuyeckoit OPI [11,
22]. J.D. Armstrong u coaBT. [23] B Xo[ie peTpOCIEKTUBHO-
TO MCCIENOBaHUSI OOHAPYXWIN CHUXEHME KOJOOUYKOBOI
BPI'y 5,4% GONBHBIX C LIEHTPATBHO (hopMOit mucTpodun
[ITaprapara 1 He BEISIBWINA B 3TOM IpyIire OOJBEHBIX CHU-
KeHus TajouykoBoii OPI. ¥V mauueHToB ¢ KeATOMNSITHU-
CTBIM IJIa3HBIM JHOM CHIUXKEHUe MajioukoBoit DPI” oOHapy-
xeHo y 21,1%, dotonmyeckoit DPT —y 32,4%, npu sTOM
cTenieHb cHIXKeHus DPT koppenrpoBaia ¢ JJTUTENbHOCThIO
3a0ojieBaHus [23].

Mamorucmonorus

OCHOBHBIM MAaTOTUCTOJIOTMYECKUM TTPU3HAKOM XKeJl-
TOTOYEYHOT'O TJIa3HOTO JHA SIBJISIETCS U30BITOYHOE HAKO-
wieHre B kietkax PIID maTtepuana, KOTOpbIA COOTBET-
CTBYET IO CBOMM XapaKTepUCTHKaM JunogycuuHy [24].
B PII® nmunodycuuH npeactaBiseT coboii HemepeBa-
PEHHbIE MPOU3BOAHBIEC JETPaJallid HAPY>KHOTO CErMEHTa
dotopeuentopoB. CseToBast Mukpockonus PT1D BbisiBsi-
€T alUKaJIbHOE CMEILEHNE TPaHyJl MeJaHWHA, CBSI3aHHOE
C HAaKOIUIEHWEM KPYIHBIX BHYTPUKJIETOYHBIX BaKYOJei,
conepxamux PAS-monoxXuTeTbHbIE TPAHYJIbI.

CoBpeMeHHBII1 MeTon ayTOMIIOOPECHEHIIMNA HaIllea
CBOE MPUMEHEHUE IS OLIEHKW TUIIO- U Tunepdroopec-
LIEHIMA W WCTIOJb3yeTcs IS MOATBEPXKICHUS JMAarHo3a
nuctpoduu taprapara, 0cOOEHHO pacpOCTPAaHEHHOCTHA
M3MEHEHUH TUTMeHTHOTO anuTenus [25, 26]. Hakorutenue
Jno@ycimHa JOKyMEHTaTbHO MOATBEPXACHO Y MallueHTa
C ayTOCOMHO-JOMUHAHTHOW (hopMOii 3a00J1eBaHMUSL.

(dnioopecueHmHuan anruorpadus

ITpu dbmoopectieHTHON aHTHOTpahyX BBISIBIISIETCS TPU-
asia IPU3HAKOB: MaKyJIOMaTHsl B BUZIE «ObIYBETO IM1a3a», JKeJl-
TOTISITHUCTBIE (POKYCHI U «XOPUOUTATEHOE MOTYaHue» [27].

MonekynapHo-renemuyeckas AuarHocmuka Aucmpoduu
Wmaprapama

bonee 400 myraumit reHa ABCR mipuBOIAT K pas3iny-
HBIM KIMHUYECKUM WM (DYHKIIMOHATBHBIM TIPOSIBIIEHUSIM
nuctpoduu Llraprapara.

[uddepenuuanbhblii  JUarHo3 u nporHo3 Aucmpothuu
Wmaprapama

Crenyet nuddepeHumnpoBars auctpoduto Itaprapa-
Ta, 3a00JieBaHUSI MaKyJIIpHON o0sacTh (KOJOOYKOBasi 1
KOJIOOYKOBO-TIAJIOYKOBAsT TUCTPOGUs, IOBCHUILHEIN pe-
TUHOIIN3MC, MAaKyJIUT, TOKCHYeCKass W BTOpHYHAs (ITO-
CTBOCTIAJIUTE/IBHAST) MAKYJIOIIATHS, @ TAKKE aXpOMATOIICHS
¥ aMOJTMOTNSI) M 3a00JIeBaHUS TPYIIIHI «IIITHUCTOM CeT-
YaTKW» (IOMUHAHTHBIC IPY3bl, OCTOTOYEUHBIN PETUHUT,
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OesloToYeyHOE TJIa3HOE THO, MATHMCTas ceTyaTka KaHmo-
pY, KpUCTATMHOBas AucTpodusi buertu, okcanos).

OctpoTa 3peHust Tpyu LEeHTpaabHOU (opme (AucTpo-
dum ITaprapnra) y 90% 6GonbHbIX cHKaeTcst 10 0,1 k 20
rogam, 110 0,05 x 40—50 romam, 1o 0,01—0,02 x 60—70 ro-
nam. OyHximm reprdeprdecKoil ceTyaTku, Kak mpaBuiio,
COXPAHSIIOTCST Y OOJBITMHCTBA OOJMBHBIX HA TPOTSKEHUU
BCell )KM3HU, HECMOTPST Ha HU3KYIO OCTPOTY 3peHust. [1po-
THO3 JKEJITOISITHUCTOTO TJIA3HOTO THA OTHOCUTEThHO OJ1a-
ronpusaTHbINA. CUMIITOMBI MOTYT HE TIPOSIBISITHCS JTOJTHE
TOIIbI, €CJTN TISITHA HE TTOSIBIISTIOTCS B (DOBEOJIe WU HE pas-
BUBaETCs «Treorpacdudeckas» aTpodusi.

JleueHue

BDddexTrBHOrO MeTona jedyeHust auctpodpuu IlTap-
rap/Ta Ha CerOMHSUIHUI EHb MOKa HE CYIECTBYET, OHA-
KO B 3TOM HaIpaBJIEHUU BEAYTCS MHTEHCUBHbIE HayYHBIE
HCCIIEOBAHUS B 3KCIIEPUMEHTE U KIIMHUKE.

ITpu nuctpoduu ltaprapara nokazaHo (POTOTOKCHU-
YECKOe JEeUCTBYME MPOU3BOIHBIX PETUHAJISI, HAKATUIMBAIO-
mmxcs B PIIO u gotopeuentopax. [ToaToMmy ycTaHOBIIEH-
Has Ha 3KCIEPUMEHTATbHBIX MOJEJISIX MOAUDUIIPYIOIIAST
POJIb «TIPAaBUJILHOTO» OCBEILIEHUS CETYATKU €CTECTBEHHBIM
CBETOM TTO3BOJISIET PEKOMEHIIOBATh 1T OOJIbHBIX OCOOBIE
CBETOUIIBTPBI, MPEMATCTBYIONINE MPOHUKHOBEHUIO KO-
POTKOBOJTHOBBIX JTy4eil BUIMMOW YaCTH CIIEKTpa U YJIBTpa-
¢uonera. CBeTOPUIBTPHI YBEIMYMBAIOT KOHTPACTHOCTH
U300paKEHUS U YMEHBIIAIOT CBETOOOSI3Hb — PEIKO BCTPE-
yaromuiics cuMmnroM npu auctpoduu raprapara. Kak
CBETOUIIBTPBI, TAK ¥ ONTUYECKUE TTPUOOPHI U SJIEKTPOH-
HbIE YCTPOMCTBA, CUCTEMHO MPUMEHSIOIINECS TP C1a00-
BUIEHUU [28], MOTYT CYIIECTBEHHO YJIyYIIUTh KA4eCTBO
>KW3HUA MHOTHUX TTALIAEHTOB.

CaeaeHust 06 3(p@EeKTUBHOCTM MHOTMX MpUMEHSIe-
MBIX METOMIOB JieueHUs BecbMa CKyAHBI. [Ipeamnomaraercs,
YTO aHTMOKCUAAHTBI 3aMEJUISIIOT TTPOLIECCHl TTEPEKUCHOTO
OKUCJICHUS, COCTABJISIIOIINE MATOTEHETUYECKOE 3BEHO AUC-
Tpoduu LllTaprapnra. HekoTopsie aBTOPBI PaCCUYUTHIBAIOT
Ha TosIBJIeHUe B OiwmkaliiieMm OymayieM ¢papMakojaornye-
CKUX TIpernapaToB, MPUBOISIINUX K YBEJIMYEHUIO JOCTYIA
KHUCJI0pOJa BO BHYTPUKIIETOUHBIE CTPYKTYPBI O€3 YyCUJICHUS
MPOLIECCOB CUHTE3a CBOOOAHBIX paguKaios [29].

Ilo MHeHUIO psiia uccaeaoBaTeei, MoJ0XKUTEIbHbII
TepaneBTUYeCKU 3(GhEKT y OONBIIMHCTBA OONBHBIX €
MaHUDECTUPYIOIIMMHU B pAHHKE CPOKU TUCTPODUSIMU CET-
yaTku gaet petuHaiamuH [30]. PeTuHalaMUH OTHOCHUTCS
K Tpynmne MeNTUIHBIX OWOPETYJISITOpPOB (LIUTOMEIWHOB)
U TIPEJCTABIISIET COOOV KOMIUIEKC TMOJUMENTUIOB, BbIIE-
JICHHBIX U3 CETYaTKU KPYIMHOTO POraToro CKoTa. TOYHBIA
MEXaHWU3M JeUCTBUS peTUHAIAaMUHA Hen3BecTeH. [Ipenmo-
JIararoT, YTO OH BBI3bIBAET CTUMYJISILIMIO (DYHKIIUU KJIETOY-
HBIX 2JIEMEHTOB CETYATKU, YIydllleHue (DyHKIIMOHAIBHOTO
B3auMonericteus PITD u HapyXHBIX cerMeHTOB (hoTope-
LIEITOPOB U Ap.

Becbma mepcrneKTMBHO MPUMEHEHUE TOKO3arekcae-
HoBOI kucnoThl (docosahexaenoic acid, DHA). Ycra-
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HOBJIeHO, uTo O6enok ELOVL4, MmyTauuu B reHe KOTOpO-
ro obHapyXeHbl MpU TOMMHATHOU (opme auctpoduu
IItaprapara, cxoieH MO CTPOEHUIO ¢ (PepMEHTOM, yda-
CTBYIOLIMM B OuMocuHTe3e atoii kucaotel. DHA B opra-
HU3ME YeJIOBeKa CUHTE3UPYETCS M3 MPENlieCTBEHHUKOB
B HEOOJIBIIIOM KOJIMYECTBE, KOTOPOTO MOXKET OBITh HEJIO-
CTaTOYHO TSI HOPMaJIbHOTO (DYHKIIMOHUPOBAHUS CET-
yaTku. B aT0ii cBSA3M npemiaraeTcs ucnoiab3oBanue DHA
B (hopme 6uosiornueckoit no6aBku [31] mns ieueHus nuc-
tpocduu lltaprapara, o yem B IUTEpaType UMEIOTCS MOKA
€IUHUYHBIE COOOLIEHMUSI.

Hekoropbsie aBTOpbl cuMTaloT (QEHPETUHUI Tep-
CTIEKTVBHBIM  TpenapaToM B JIEYEHUU JAUCTPODUMN
Itaprapara M XeATOTOYEUHOTO TIJIA3HOTO JHa, HJeii-
CTBME KOTOPOTO HAmpaBJE€HO HAa CHWXEHUE CUHTe3a
petuHUMAeH-pochaTununsTaHosamMuda 1 A2E, ogHako
OrpaHMYeHUEe TPUMEHEHHUS CBSI3aHO C €ro TepaTOTeHHBIMU
CBOWCTBaMU.

Kak MHoroo6emamomuii MeToa Je4eHus: Tuctpoduu
IITaprapara, KOTOpbIii MOXET OBITH BBEAEH B KJIMHUYE-
CKYIO IPAKTUKY B OJvKaliiiee IecsATUIeThe, pacCMaTpuBa-
€TCsl TeHHas Teparusl.
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