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Pesome

AkmyanbHocmes. VicciieoBaHye IIBETOBOCIIPUSITHS Y MAIIIEHTOB C aXpPOMATOIICKEl TOMOTaeT BOBPeMSI BbIIBUTD U AviddepeH-
UMPOBATh JAHHYIO MATOJIOTHUIO OT 3a00JIEBAHMI, UMEIOIIMX CXOXYI0 KIMHUUECKYI0 CUMIITOMATUKY. DTO CTAHOBUTCS Bce Gosee
aKTyaJbHBIM B CBSI3U C BEOYIIMMUCS Pa3paboTKaMu B 06J1aCTU BUPYC-BEKTOPHOM Teparuy C UCIOIb30BAHUEM aJeHOaCCOLIUN-
POBaHHOTO BUpYyca, Hecyero reusl CNGB3 u CNGA3. Ilens — uccineqoBaTh 0COGEHHOCTY BOCIIPUSITUS IIBETHBIX M300paskeHU
MaluMeHTaMyu ¢ aXpOMAaTOIICHE, UCIIONb3Ysl, TOMUMO OOLIENPUHSTDIX, pa3paboTaHHbIe COOCTBEHHbIE TECTHI JIJIST KOJMYEeCTBEH-
HOJI OLIEHKM SIPKOCTM BOCIIPMHMMAaeMbIX M306paxkeHuii. Mamepuanst u memoost. C sHBaps 1mo Mait 2022 . HaG/omanu MsITh
MalMeHTOB MIKOJIbHOTO Bo3pacTta (12-17 seT) ¢ BpOKAEHHOI KOI60YKOBOI AychyHKIMeEN (TOMHOM axpoMaroIicueit), rpymma
KOHTPOJISI BKTIOUasa 36 mkoiabHMKOB OT 10 1o 17 (B cpemuem 13,4 £ 0,5) ieT ¢ HOpMaIbHBIM COCTOSIHMEM 3PUTENbHBIX QYHKIUIA.
OdranpMonornyeckoe 06c/Iefo0BaHME BKIIOYAIO CTAHJAPTHbIE METOABI. Y IeTell ¢ aXpoMAaTOIICHell YUUThIBAIN JAHHbBIE OTITHYe-
CKojt KorepeHTHOI1 ToMmorpaduu (OKT) 1 mokasaTenu 31eKTpodu3noIornieckux mccaenopaumii (IOU). s OLleHKU LIBEeTOBOTO
3PeHMsT UCIIONb30BAIM CJIEAYIONMEe MeTObl: TonuxpoMaruueckue Tabmuubl E.B. PabkuHa, Neitz Test, AuxoToMudeckuit Tect
@apHcBopTa — Mancesuta D-15 (Farnsworth—Munsell Dichotomodus D-15 Test), uccienoBaHue MMojsi 3peHus Ha OesIblil U 1[BeT-
Hble cTuMyIbl (Ha nnepuMetpe [THP-03). Kpome Toro, y meTeil ¢ axpomaToIicueil CpaBHMUBAIU BOCIIPUSATYE [IBETOBLIX CTUMYJIOB
U aXpOMAaTUUYECKUX, UCITOb3YS CIielMaabHble COOCTBEHHBIE U306 paskeHNs. Pe3ynsmamst. CpaBHEHME Pe3yIbTaTOB UCC/IEIOBAHMUS
L[BETOBOTO 3pEHMS Y NMALYIEHTOB C aXpPOMAaTOIICHEl pa3HBIMM CITOCO6aMY IEMOHCTPUPYET HAMOOIBIIYI0 BEPOSITHOCTD IMAarHOCTU-
YeCKUX OMMOOK ITPY UCTIONb30BAHUM TOTUXPOMATUYECKUX TAOINII, YTO MOXKET OBITh CBSI3aHO CO CIIOCOOHOCTHIO ITUX MAIMEHTOB
pas3inyaTh TeCTOBbIe (GUTYPHI B HEKOTOPBIX TAGMMIIAX HA OCHOBE KOHTPACTA SIPKOCTH, & HEe KOHTPACTA I[BETOBBIX TOHOB. [TOBBI-
HIEHHAs! YYBCTBUTEIBHOCTD (DOTOPEIIENTOPOB K CMHEN YaCTy CIIEKTPA M 3HAUUTETHHO CHYKEHHASI YyBCTBUTETBHOCTD K KPACHOIA
YacTM CIIEKTPa y UCCIeIyeMbIX MOXKET 00YCIOBAMBATD paciiMpeHe TPaHuULI IoJist 3peHMS Ha 3eIeHbI I CUHUI CTUMYJIBI (TIPU
9TOM TPaHULIbI TIOJIST 3PEHUST HA CMHUI CTYMYJT IIPAKTUUeCKM JOCTUTAIOT 3HAYEH M 11 6eI0ro CTUMYJIA), a TAKKe 3HAUMTeTbHOe
CY’>KeHMe Ha KPacHbIl CTUMYJ TI0 CPABHEHMIO C TMOKA3aTeIsIMMU B KOHTPOJIbHOI rpyte (p < 0,001). PazpaboTraHHble COOCTBEH-
HbIe TeCTOBbIE U306PasKEHNST TO3BOIWIIM KOITMUYECTBEHHO OLEHUTb BOCIIPMHMMAEMYIO MAIMEHTAMM C aXPOMATOIICHEN SIPKOCTh
XPOMaTUYECKUX CTUMYJIOB B CPAaBHEHUM C SIPKOCTbI0 axpomaTuueckux. Hanbomee sspkum (90—100 %) [i1st HUX SIBJSIICS TOMY607
cTuMys. CaMbIM TeMHBIM (MMHMMAJIbHO SIPKOCTY) BOCIIPUMHMMAJICS KpPacHbI cTuMYIL. Ha OCHOBe Mo/TyuyeHHBIX JaHHbIX CO3/laHa
MpUMepHask MOZIeJIb BOCIIPUSTHS IIBETHBIX M300paskeHUH TP axpoMaTorcuu. 3akitouerue. [lonyuyeHHbIe TaHHbIE TOMOMHSIIOT
CYIIECTBYIOIIME TIPeICTaBIeHNSI 06 0COOEHHOCTSIX BOCIIPUSITHUS IIBETHBIX M306paskeHNIt MalyieHTaMM C aXpOMaTOoICUelt 1 MOTYT
OBbITh UCTIOTH30BAHBI 1JIs1 pa3pabOTOK HOBBIX M COBEPILEHCTBOBAHMS MMEIOIIMXCS METOOB AMATHOCTUKY JAaHHOTO 3a60IeBaHMS,
a TaKkke I CO3/IaHNsI peKOMEeH/IalMii 10 AU3aifHy M/UTIOCTPAaTUBHOTO, Y4e6HOTO U PEKJIAMHOTO MaTepuara.
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Abstract

Introduction. Understanding the peculiarities of perception of color images by patients with achromatopsia helps to identify
and differentiate this pathology from diseases with similar clinical symptoms in time. This is becoming increasingly relevant due
to ongoing developments in the field of virus vector therapy using an adeno-associated virus carrying the CNGB3 and CNGA3
genes. Purpose: to investigate the features of perception of color images by patients with achromatopsia, using in addition to
the generally accepted developed proprietary tests to quantify the brightness of perceived images. Materials and methods. Five
school-age patients (12—-17 years) with complete achromatopsia were observed. The control group included 36 schoolchildren
aged from 10 to 17 (av. 13.4 + 0.5) with a normal state of visual functions. The ophthalmological examination included standard
research methods. In children with achromatopsia, OCT data and ERG indicators were taken into account. To study color vision
in all children, the following methods were used: E.B. Rabkin’s polychromatic tables, Neitz Test, Farnsworth—Munsell Dichoto-
modus D-15 Test, a study of the field of vision for white and colored stimuli (on the perimeter of PNR-03). In addition, in children
with achromatopsia, the perception of color stimuli with achromatic stimuli was compared using special proprietary images.
Results. Comparison of the results of the study of color vision in patients with achromatopsia in different ways demonstrates the
greatest probability of diagnostic errors when using polychromatic tables, which may be due to the ability of these patients to
distinguish test figures in some tables based on brightness contrast, rather than contrast of color tones. Increased sensitivity of
photoreceptors to short-wave (blue part of the spectrum) radiation and significantly reduced sensitivity to short-wave (red part
of the spectrum) in patients with achromatopsia may cause the expansion of the boundaries of the field of view to green and blue
stimuli (while the boundaries of the field of view to the blue stimulus almost reach the values for the white stimulus), as well as a
significant narrowing to red stimuli compared with the indicators in the control group (p < 0.001). The developed own test images
made it possible to quantify the brightness of chromatic stimuli perceived by patients with achromatopsia in comparison with the
brightness of achromatic stimuli. The brightest (90-100%) for them was the blue stimulus and practically merged with the white
background of the screen. The red stimulus was perceived to be the darkest (minimum brightness). Based on the data obtained, an
approximate model of the perception of color images in achromatopsia was created. Conclusion. The obtained data complement
the existing ideas about the peculiarities of perception of color images by patients with achromatopsia and can be used to develop
new and improve existing methods of diagnosing this disease, as well as to create recommendations for the design of illustrative,
educational and advertising material.
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AKTya/JbHOCTDH

BpoxkmenHasi axpomaroricusi (ACHM, manouko-
BbIii MOHOXpPOMAaTu3M) IMpPEACTaB/sIeT coboil pemkoe
(1:30000) reHeTuyeckoe 3abojeBaHuE C AayTOCOMHO-
pelecCMBHBIM TUIIOM HacC/iefOBaHMS, XapaKTepusyio-
meecss KOJI60YKOBOV AUCHYHKIMENH. DTUOIOTUUECKUM
(akTopom 3a6osieBaHMS SIBJASIOTCS MYTalluy B IIECTU
reHax (ATF6, CNGB3, CNGA3, GNAT2, PDE6C vi PDE6H).
IIpu sTOM HaMboOJiee YACTBIMU SIBJISIOTCSI MyTallUu
B reHe CNGB3 (B 40-50% cmyuaeB ACHM), BTOpoe
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MeCTO IO PacClpoCTPaHEHHOCTM 3aHMMAIOT MYTaluu
B reHe CNGAS3 (mpumepHo 25 % ciyvaes) [1-4].
BoIsiB/IeHHbIE TUCTOJOTMYECKME M3MEeHEeHUs CeT-
YAaTKMU TPY axpOMaTOIICUM XapaKTepU3yITCS YMeHb-
IIEHHBIM KOJIMYECTBOM KOJIOOUEK W/WJIM UX aHOMaJIb-
HbIM cTpoeHMeM. OTMeUYalOT HempaBWIbHYIO GOpMy
U pa3Mepbl KIeTOK, CMellleHue siapa, Hamnume PAS-
TO3UTUBHBIX IPaHy/. B HApYKHbIX CErMeHTaX KOJ6o0-
YyeK BMECTO HOAOTICMHA IPUCYTCTBYET POJOIICHH [5, 6].
TUNMMYHBIMY KIMHUYECKVMMU TIPOSIBIEHUSIMU 3TO-
ro 3a00JIeBaHMSI SIBJISIIOTCSI €70 paHHSIS MaHMdecTaIms
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(IpM3HaKM MOTYT BBISBISTBCS C POXAEHMS); HU3KAS
CTalMOHApHas OCTpoTa 3peHus B nmpegenax 0,05-0,30,
JOCTUTAIOLasi MaKCMMAa/IbHBIX 3HAUEeHMI1 B Me30Inye-
CKUX Y CKOTOTIMYECKUX YCIOBUSIX ; yMepPeHHast CBeTO00-
SI3Hb; MassTHMKOOOPA3HbBI FOPU30HTAIbHbBIN HUCTATM,
YMEHbLIAIIMIACS U Jake MCUe3al0L Ui IPU CHYOKeHUU
OCBeIlleHNs; 3aMejIeHHas peakliyis 3paykoB Ha CBET
[1-3,5, 6].

XapaKkTepHO/ OCOGEHHOCTHIO aXpPOMATOIICUM SIB-
JisileTcsl BbIpaskeHHasl TAaTOJIOTMS LIBETOBOTO 3peHUs
BIUIOTb [10 TIOJTHOTO OTCYTCTBMSI BOCHPUSITUS 1IBETO-
BBIX TOHOB. 3puUTelbHble (PYHKIMM OCYIIECTBIISTIOTCS
MIpY 3TOM B OCHOBHOM 3a CUeT MaJ0YKOBOI CUCTEMBI,
MO3TOMY ManueHT ¢ MoaHbIM ACHM MoOXeT XOpoIuio
pa3nuyarh rpajaluuin SIPKOCTH, @ C HEIIOJTHBIM — pas-
JMYaTh CUHMIi 1BeT [1-3, 5-7]. YV maiueHTOB CTapiie
7-8 neT ymaeTcs BBISIBUTb Cy)XKEHME MM OTCYTCTBUE
107151 3peHMS Ha 1IBETOBbIE CTUMYJIbL. B HEKOTOPBIX CITy-
yasgx o6Hapy>KMBaeTcs leHTpaabHasi CKOTOMa, HO Py
BBIDAXEHHOM HMCTarmMe OIpENennuTb €ee TOBOJbHO
TpymHo [1, 5].

I'masHoe JHO MOKEeT ObITh 6€3 BUIMMOI ITaTOIOI N,
MOTYT HAOIIOAATbCS CITIAKEHHOCTb WM OTCYTCTBUE
doBeanbHbIX pediekcoB, HEOOIbIIAS AVCITUTMEHTALAS
B MaKyJ/ISIpHOI 061acTy, o6eHEHME TUCKA 3PUTENTb-
Horo HepsBa [1, 2, 5, 6].

O6BEKTUBHBIMY METOJaMM OUATHOCTUKM axpoma-
TOIICUM, HApPSIAY C TeHEeTUUYEeCKUMM MCCAeSOBaHUSIMMU,
asisitoTcst OKT (1mo3BossieT BBISIBUTD JIOKAJIbHOE pa3pe-
>KeHMe Hapy>KHOTO cerMeHTa (hOTOpeLenTOPOB B LIeHT-
pPaJIbHOI 30He, MCKaKeHMe MaKy/IsipHOTO uHTepdeiica)
U 3JeKTPOPU3UONIOTrNUeCKMEe UCCIIeIOBAaHMS (I7IEKTPO-
petuHorpadus — OPI, spuTenbHble BbI3BaHHbIE IIO-
TeHuanel — 3BII) [5, 8—12]. [Ipu sTom IPI' sBnsieTCs
Ha cerofHs HauOojee IMPOKO MCIIOIb3yeMbIM METO-
IIOM, TTO3BOJISTIOIMM IudbepeHIMpoBaTh aXpOMaToIl-
CUIO OT OPYTUX BUAOB IATOJIOTUM Ia3HOro gHa [8, 9].
[Toka3aHo, UTO OTCYTCTBME XPOMAaTUUYECKOM MaKyJsIp-
HoW OPI' Ha KpacCHBIN CTUMYJ B COUETAHUU C OTCYTCT-
BueMm OFF-oTBeTa KOJIGOUKOBOI CUCTEMbI CBUOETE/Ib-
CTBYeT 00 OTCYTCTBUM (PYHKIIMM «KPACHBIX» KOJIGOUEK.
OtcytrcrBue OFF-oTBeTa sBisIeTCs] KOCBEHHBIM IIpU-
3HaKOM OTCYTCTBUSI (PYHKIMM «3€JI€HBIX» KOJIGOUEK,
a orcytctBue OFF-oTBeTa Ha AJIUTeNbHBIN CTUMYJ SIB-
JISIETCSI TOCTOBEPHBIM IIPU3HAKOM IIOJTHOM IUCHYHK-
uuyu OFF-KaHaloB «KPacCHBIX» U «3€JIeHbIX» KOJ00-
yek. XapaKTepHbIMU 0COOEHHOCTSIMU SIBJISIIOTCST TAKKe
CHIDKeHMe aMIUIUTyabl N2 1 m yajiMHeHue BpeMeHU
oo muka Pl, oOGbscHSIONIMECS OTCYTCTBUEM (DYHKIUMU
off-6urmonspoB. ICTOUHMKOM HEraTMBHOTO KOMITOHEH-
Ta N2 1 mpu 3TOM SIBJISIIOTCS NAJIOUYKM (TIPU HEIIOTHOM
axXpoOMAaTOIICUM eIlle U «CUHME» KOJIOOUKM), a KOMIIO-
HeHTa P1 — on-6UMONSIpbI «CUHUX» KONOOUEK [8, 9].

O6beKTMBHBIE MeTOAbI SB/ISIOTCS Hanboee TOUHbI-
MM ¥ MHOOPMATUBHBIMM, HO TPEOYIOT CIIEIMATbHOTO
o6opynoBanus (OKT u DPT') u 1abopaTOPHBIX UCCIEN0-
BaHWUI (MOJIEKY/ISIPHO-TeHEeTUYEeCKII MeTOx).

B KkauecTBe CyOBEKTMBHBIX METOMIOB IOMATHOCTHU-
KU LIBETOBOTO 3PEHUST TPAAUILIMOHHO MCIOJb3YIOT Tab-
JINYHBIE CITOCOOBI  (MOMMXPOMATUUECKME TabIUITbI
E.B. Pabkuna, E.H. I0cToBoi1, 1. mxapa), maHe/IbHbIE

TecThI (15-, 32-u 100-oTTeHOUYHbIE TeCThl PapHCBOPTA),
aHomasockonuio [2, 13-16]. IIpenmoxeHbl TakKe CIO-
coObI OIIEHKM I[BETOBOTO 3pEHUs y [eTeli, Halpumep,
M0 KPUTUYECKOI YacToTe CIMSIHUS MeIbKaHUil 1BeT-
HBIX CTUMYJIOB [17, 18].

IMpeumyiecTBaMM TaOGMUYHBIX ¥ TIAHEJbHBIX Te-
CTOB SIBJISIIOTCS TPOCTOTA MCIIONb30BAaHUS U HOCTYII-
HOCTb, BO3MOXXHOCTh UCITOJIb30BaTh X B amMOyaaTop-
HbIX YCIOBUSIX 0€3 CI0KHOrO 000pyHOBaHMS, B TOM
4ucie npu o6ciiefoBaHuy fgeTeit. MexXmy Tem, uccaeno-
BaHMe LIBETOBOTO 3peHMs Y TaleHTOB C aXpoOMaTOoIl-
cuell TIpefCcTaB/isieT 3HAUUTE/NbHble TPYOHOCTU. [leTu
C axpoMaToICueli pasnuyaroT LBeTa IO CTEeNeHM UX
CBETVIOTHI (SIPKOCTU) U IO Mepe HaKOIUIeHUS XU3HEeH-
HOTO OINbITA y4aTCs NMPaBWIbHO Ha3bIBaTh liBeTa 3Ha-
KOMbBIX OO'bE€KTOB (TpaBa 3ejieHasi, Hebo roayboe, KiIIyo-
HUKA KpacHas U T.[.). [Io3ToMy B HEKOTOPBIX CITy4yasix
cepbesHast MaToJIOTHs I[BETOBOTO 3PEHUSI MOXKET ObITh
He3aMeTHa [JIS OKPYXKalolux (MHOTAA U OJISI CaMOro
MaLyeHTa), a pe3ylIbTaTbl IMarHOCTUYECKOTO UCCIeno0-
BaHMS HeIPaBMUJIbHO MHTEPIPEeTUPOBAHbI BpauoM [2].

IMoHMMaHMe OCOOEHHOCTEH BOCHPUSTHUS LIBETHBIX
M300pakeHMiI MalyeHTaMy C axpoMaToIicuell MoMo-
raeT BOBpeMSI BBIIBUTb M OuddepeHIIMpoBaTh JaH-
HYIO MMaTOJIOTUIO OT 3a60JieBaHMIi, MMEIONINX CXOXYI0
KIVHUYECKYI0 CUMIITOMAaTUKY (Halpumep, YacTUYHas
aTpodust 3pUTENILHOrO HepBa, asHas ¢gopMa aabou-
HM3Ma, BPOKJIeHHbBII HACTarM HeBPOJIOTMUECKOr0 IPo-
VICXOXOEHUS).

IMouck MmeTo0B 3 PEKTUBHON IMArHOCTUKY axpo-
MaTONCUM M APYIMX HapylLIeHWUli LIBETOBOTO 3PEHMS
CTAHOBUTCS Bce 6oJiee aKTyaJIbHbIM B CBSI3Y C BEOYIIM-
MuUCs pa3paboTkaMu B 06JIaCTV BUPYC-BEKTOPHON Te-
panuyu C KCIONb30BaHMEM afeHO0acCOLMUVPOBAHHOIO
BUpYyca, Hecylero reubl CNGB3 u CNGA3 [19-21].

Kpome Toro, yuntbiBaTh crienmdury GyHKIIMOHN-
pOBaHMS 3PUTEIbHON CUCTEMBI MallMeHTOB C axpoMa-
TOTICHEN BasKHO JIJISI IPaBUJIBHOTO BhIOOpA MJLTIOCTPA-
TUMBHOrO MaTepuasia (B TOM UMC/Ie B NEeTCKUX KHUTaX),
odopmieHnst TpaduUecKoil M TEKCTOBOi MHDOpMa-
LIMM, UCIIOJIb3YEMOJi B IIpoliecce yuebHo 1 rmpodeccu-
OHAJIbHOI JTesITeTbHOCTY, YPOBHSI OCBEIlleHUs], Tof00-
pa cBeTOOWIBTPOB IIPU ONTUYECKOV KOPPEKIUU U T. [I.
Bce 3T0 HEOOXOAMMO [IJIsSI CO3/TAaHUS ONTUMAIbHBIX YC-
JIOBUI1 3PUTEIbHO pabOThI MAIMEHTOB C aXpOMAaTOII-
cuent [22].

Ilenp - wccaenoBaTh OCOGEHHOCTM BOCIIPUSITHSI
IBETHBIX M300paxkeHMii MalMEeHTaMM C aXpOMAaTOIl-
cueil, UCTIONMb3ys pa3paboTaHHble COOCTBEHHbIE TECTHI
JIJIST KOIMYeCTBEHHO OLIEHKM SIPKOCTU BOCIIpYMHMMae-
MbIX U300pasKeHUIA.

MaTepI/IaIIbI " MeTOodbI

Ha6mioganu msITh MaIMeHTOB MIKOJBHOTO BO3pacTa
C BpOXXIEeHHO axpomMaTorncueii. MicciemoBaHue NpoBO-
Iuau ¢ sHBaps 1Mo mait 2022 roga Ha 6a3e IIKOJIbHOTO
otmenenus N2 5 (onst meteii ¢ odTaJbMOIIATOIOTHEN)
wKkobl 1499 r. Mocksbl. KnnHanueckme xapakTepucTu-
KV MCC/IeyeMoii IPYIIIIbl MIpeCTaBlIeHbl B mabs. 1, 2.
ITo maHHBIM aHaMHe3a B ABYX IPeNbIAyHIMX MOKOJe-
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HUSIX CJTyyaeB 3a60eBaHus He GbUIO, B CBSI3U C 3TUM
MOKHO  IIPEATIONIOKUTh  ayTOCOMHO-peleCCUBHBIN
TUIl HawlefoBaHMsl. Pe3ynbTaThl TeHETUUECKOTO MC-
CJIelOBaHMST YIAJIOCh TOAYYUTh y TpeX IMalMeHTOB
(N2 1-3 B mabn. 1): BeisiB/ieHbI MyTaiuu B rene CNGB3.

IIpumepst ganHbix OKT n DOU naumeHTOB € axpo-
MaToICcHel mpeacTaBaeHbl Ha puc. 1, 2.

Ipynma KOHTpOJS BK/IOUaIa 36 IIKOJbHUKOB
(16 peBouexk u 20 MasbLUMKOB) B Bo3pacte oT 10 go 17
(B cpegHem 13,4 = 0,5) €T ¢ HOPMaAJbHBIM COCTOSTHU-
eM 3puUTenbHbIX GyHKIMI. V3 HuX y 11 meTeit BbIIBU-
JII MMOTIMYECKYI0 pedpakinio (y Tpex eTeit — cpemHeit
CTeIeHu 1 'y BOCbMM — ¢1a6oit). CeMb geTeit MMenu rm-
repMeTponyuyeckylo pedpakuuio (B 4eTbIpex ciyva-
X — c1aboit CTereHu U B Tpex — cpenHeit). Y ocTaib-
HbIX 18 meteii pedpakiuusi 6blIa SMMETPOIINYECKOIL.
Bce meTyt KOHTPOABbHO IPYMITLI UMeU OCTPOTY 3peHMUS
He HIKe 0,9 (Y mauyueHTOB ¢ aMeTponueil B yCIAOBUSIX
OITUYECKOM KOPPEKLIVN).

Odranbmonornueckoe 006cIeIOBaHNE BKIIIOUAIIO
CTaHOApTHbIe MEeTObI AJIS BCeX AeTeit. Y meTeii ¢ axpo-
marorncueii yuntbiBainch nanHbie OKT 1 mokasaTtenn
OODU.

Jlyis1 OLleHKM ILBETOBOTO 3peHMsl y BCex JeTeil uc-
MO/b30BaM CJIeAyIONIMe MeTOAbI: IOJIUMXPOMAaTH-
yeckue Tabmuupbl E.B.PabkmnHa, Neitz Test, muxo-
Tomudeckuii tect ®apHcBopra - Mancema D-15
(Farnsworth — Munsell Dichotomodus D15 Test), nccite-
JIOBaHMeE MOl 3peHusT Ha GeJTblii ¥ LIBETHBIE CTUMYIIbI
(Ha nepumetpe ITHP-03). Kpome TOTO, Y AETei ¢ aXpo-
MaToIllCKell CpaBHMBAIM BOCIPUSITUE IIBETOBBIX CTHU-
MYJIOB M axpOMaTUYEeCKUX, MUCIOIb3Ysl ClelualbHble
coGCTBEHHbIE 3006 pasKeHNS.

Ta6nuust E. b. PaGKuHa TIpYMEHSUTM 110 CTaHaapT-
HoIt MmeTonuke [13]. [IpeabsiBisiiM GMHOKYJISIPHO, C Pac-
crostuust 40 ¢M OT IV1a3 U IIPY OOBIYHOI OCBEIeHHOCTH
IIJIST SKWJTBIX TToMeneHuit (= 250 nKc).

Neitz Test mpenbsBAs/IM Ha 3KpaHe MOHMTOpA
rocsie TIpeBapuTeIbHOI TPOBEpPKM KauyecTBa IiBe-
Tomepesauyy AUCIUIeS] MPU TMOMOLIM crHeKkTpodoTo-
metpa ilPro (Rev. E) ¢upmer X-Rite u mporpaMmbr
DisplayCal. TecT comepkuUT [O€eBSATh W306paskeHMit
B BUJe KPYrOB, COCTOSIIIMX U3 CepbIX TOUEK pasany-
HOJi siprocTM Ha GenmoMm ¢doHe. Bosee TeMHbIe cepbie
TOYKM 0OPa3yIOT axpoOMaTUYECKyI) reOMeTPUYECKYI0
durypy (TpeyronbHuK, pom6, KBaApaT WA KpPYT).
AxpomaTuueckas ¢urypa SIBIASETCSI KOHTPOJILHOI,
TaK KakK pasaMuyMa ¥ [pPU HOPMaIbHOM ILIBETOBOM
3peHun, u Npu ero HapyumeHwusx. [lomumo axpoma-
TUYECKOM, KasKIblii KPYT COMEPIKUT IOTOTHUTEIbHYIO
TECTOBYIO QUTYPY, COCTOSILITYIO U3 LIBETHBIX TOUEK pas-
HOI SIpKOCTM (KpacHYyI0, CMHIOIO, CHe-3eJIeHylo, -
JIOBYIO U kenTyiwo) (puc. 3). 3amaueil ob6ciemnyemMoro
pebGeHKa SB/SITIOCh HA3BaThb BUIOMMBIE HA TECTOBBIX
1306pakeHUAX GUTYPBI U UX 1BeTa [23, 24].

Juxomomuueckuti mecm @apxceopma — Mancenna
D-15 mpencraBisieT co60i COKpAIEHHYI0 BepCUIO
100-0TTEHOYHOTO TecTa U COCTOUT M3 KOHTPOIbHOI ro-
Jy60it puiiky u 15 cheMHbIX (GUIlIEK C MOCTeNeHHbIM
M3MeHeHMeM I[BETOBbIX TOHOB (puc. 4) [25]. Ilepen mpo-
BelleHMEeM TeCTa CbeMHble (QUIIKM I[epeMelInBaT

190

U MPOCST 06C/IeyeMOro pacCTaBUTh UX B Psif IO Mepe
M3MEeHeHMs] OTTeHKa, HauMHasl OT KOHTPOJIbHOM GuII-
K. Pe3ynbTaThl 3aHOCST B OLleHOYHbIN iMCT. O maTono-
MU I[BETOBOTO 3peHMsI TaleHTa CyIsIT [0 HapyIleH!-
SIM TIOPSIIKA PAcCTaHOBKM (pullleK B psiay.

Hccnedosanue nons 3peHus Ha Oevlii U yeemHole
cmumynst Ha niepumeTtpe [THP-03 npoBoguiau B Mme30-
NMYecKnx yoioBusx (ocBeleHHOCTh = 70 aKc). B kaue-
CTBE CTUMYJIOB MCITOIb30Ba/u GeJIblii, CMHUIA, 3e/IeHbII
U KPacCHbI CBETOAMOIHbIE TECT-06BEKThI CPeaHe sIp-
KOCTM AMaMeTpoM 3 MM, IlepeMelaeMble T10 Jyre Iie-
puMeTpa Mpu MOMOIIU TeKTPUUECKOI PYUKM-YKa3KNU.
B cBS13M € OTCYTCTBMEM Yy MAlMEHTOB C aXpOMAaTOIICH-
€eif CrIoCcOGHOCTM Pa3anMyaTh IBETOBbIE TOHA PETUCTPHU-
pOBaJIM TOJIbKO MOMEHT TIOSIBJIEHMSI B T10JIe 3peHusI Tia-
LMeHTa WM MCYe3HOBEHMSI U3 Hero CTMMYyJa, 3ajada
pacrio3HaBaHMs 1[BeTa He cTaBuiach. TakuM ke obpa-
30M ITPOBOAVIIN MCCIeA0BaHMe U B KOHTPOJIbHO IpyII-
Tie fieTei, YTO 06ecreunBaso BO3MOKHOCTh CPAaBHEHUS
TOTyYeHHBIX Pe3y/IbTaTOB.

CneuuanvHele cob6cmeeHHble u3o0parceHus
JIJIST CPaBHEHMSI XPOMATUYECKUX ¥ axpoMaTUdecKux
LIBETOB TalMEHTaMM C axpoMaTorcueii 6buM co3ma-
HbI Ha OCHOBE TpeACTaBIeHMi 06 OCHOBHBIX XapaKTe-
pUCTMKAaXx LiBeTa: LIBETOBOr'0 TOHA, IPKOCTU (CBET/IOThI)
M HACBILIEHHOCTH [25, 26].

[lnuHa CBETOBOI BOJHBI OIpeJesisieT BOCIPUsITHE
nseroBoro ToHa (H - hue). [IBeToBbIM TOHOM 00J1a-
JIaloT TOJIBKO XpoMaTuueckyue I[BeTa, axpoMaTuieckyue
uBeTta (6eblil, UepHbI, CepPbIil) He UMEIOT IIBETOBOTO
TOHa [25, 26].

AMIunTyna koseGaHmuii CBETOBOM BOJIHBI (CBSI3aH-
Hasl C ee KBAaHTOBOJI 9Heprueii) xapakTepusyeT IPKOCTb
nBera (V — value / B - brightness / L — lightness).
C Touku 3peHus u3MkM HaubosbIlIeii KBAHTOBOI
9Heprueil 067aAI0T KOPOTKOBOJTHOBBIE WU3ITyYeHUS
(CMHSIS 4acCTh CIIEeKTpa), HauMeHbllel — JJIMHHOBOIHO-
BbI€ (KpacHas 9acTb criekTpa). C mo3uimit mcuxodmsn-
OJIOTUM SIPKOCTb, VIV CBETJIOTA, LIBETA — ITO ero G-
30CTh K Gejiomy 1BeTy. UeM G/v>ke BOCIIPUMHMMAEMBbIii
LIBeT K 6e/ioMy, TeM OH CBeT/iee, a ueM OJIMsKe K UepHO-
My — TeM TeMHee [25, 26].

®opma CBETOBOJ BOJIHbI, MOTYYAIOIIEiicsl B pe3y/ib-
TaTe CMEeNIeHUs CBETOBbIX BOJIH Pa3IMYHbBIX IJIMH, 00-
YCJIOBIMBAeT HACBhIIEHHOCTH IiBeTa (S — saturation).
HacpimeHHOCTD — 3TO TYCTOTa TOHA, IPOLIEHTHOE COOT-
HOIIIeHVie OCHOBHOI'O TOHA U MpuMeceii K Hemy [25, 26].
Yem Gosplile B I[BETE€ OCHOBHOTO TOHA, TEM OH HAChI-
1eHHel. MakcumanibHO HachieHHbIMMU (100 %) sBis-
I0TCSI LIBeTa CIeKTpa U MypIypHOTo psijia.

AxpomaTuueckue IBeTa, He MMeIlye I[BETOBOrO
TOHA, XapakTepMU3yIOTCsl TOIbKO SIPKOCThiO. [Ipu aTom
pa3aMUYHBIM XPOMAaTUYECKUM I[BETaM IPU UX MaKCHU-
MasibHO¥ (100 %) HACBIIIEHHOCTU ¥ MaKCUMAaIbHOM SIp-
KOCTM COOTBETCTBYET Pa3HbIil YPOBEHb SIPKOCTU axpo-
MaTHU4YecKoro 1sera [25-27].

VUuThIBasE 0CO6EHHOCTY (DYHKIMOHUPOBAHUSI 3pU-
TeJbHOJM CUCTEeMBI MalMeHTOB C aXpoOMaToIlCuel, BbI-
paykaromyecs Ipeskae Bcero B TOM, UTO 32 BOCIIPUSITUE
06BEKTOB OTBEYAET ITPEVMYIIECTBEHHO MAaI0YKOBAsT CH-
cTema, 06ecreunBapasl OIEeHKY SIPKOCTHOTO KOHTpa-
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Ta6auua 1. Knuuuyeckye xapakTepUCTMKY IIAalMeHTOB C aXpoMaToIicuei
Table 1. Clinical characteristics of patients with achromatopsia

Octpora 3penus (Vis) ¢ Koppekuyeit
Bospacr 0D/0S, yci. en.
Ion pact, InarHos 'Y
Ne S aer D i I'masnoe gHO
ex iagnosis . .
Age, years gn Corrected Vis OD/OS, st. units
Fundus
0,1/0,1
J13H MOHOTOHHO-PO30BBIV C YeTKMMU IPaHU-
BposkaeHHas1 KOi60YKoBast AMCHYHKIMS
(axpomaTomncust) 06oux ras (OU). BposkieH- namu. MakynsipHbie pediekcsl crinaskeHbl. Co-
. . | cynbl 6e3 ocobeHHocTeit. [lepudepust 6e3 BugM-
K HbIi TOPU30HTANTbHBIN HUCTarM. CMelaH- MO HATONOrIIA
1 F 14 HbIli actTurmatusm OU. 0.1/0.1 ’
Congenital cone disfunction (achromatopsia) h o disc i v pink with cl
OU. Congenital horizontal nystagmus. Mixed E edoptlc hlsc 18 mlonotoﬂnous ypin Wlth Cdear
astigmatism OU. orders. The macular reflexes are smoothed.
The vessels are normal. The periphery has
no visible pathology.
0,1/0,1
[13H MOHOTOHHO-PO30BBIV C YUETKUMU TPAHU-
BposkmeHHast KOI60YKOBas IUCHYHKIVIST uamu. MakynsipHbie pedekchl OTCYTCTBYIOT.
(axpomartoricus) OU. BpoxkaeHHbIl ropn3oH- | CoCyabl HEMHOTO Cy>KeHbI, XO[ He u3MeHeH. [Te-
M TaJbHBIN HUCTAarM. Muonust c1aboit crernenu, | pudepus 63 BUAMMOIL TaTOIOTUN.

2 M 17 CJIOKHBIN Muonmyecknuii acturmatusm OU. 0.1/0.1
Congenital cone disfunction (achromatopsia) | The optic disc is monotonously pink with
OU. Congenital horizontal nystagmus. Mild | clear borders. The macular reflexes are absent.
myopia, complex myopic astigmatism OU. The vessels are slightly narrowed, the course is

not changed. The periphery has no visible pa-
thology.
BpoxpeHHas KOI60UKOBasi AVCHYHKIMS 0,1/0,1
(axpomatoricus) OU. BpoxkaeHHbIN ropu3oH- | [I3H skelTo-po30BbIii C YeTKMMM I'PaHULIAMUA.
TaJIbHBIN HUCcTarM. [unepmerponus cpenHeii | MakynspHbie pedieKcsl OTCyTCTBYIOT. COCYabI
M CTeNeHMU, CJIOXKHBIV TUIIEPMETPOTINYEeCKUI 6e3 ocobenHocTet. [Tepudepus 6e3 BUAMMOI
3 M 12 acturmatusm OU. MaTOJOTUN.
Congenital cone disfunction (achromatopsia) |0.1/0.1
OU. Congenital horizontal nystagmus. Mode- | The optic disc is yellow-pink with clear borders.
rate hyperopia, complex hyperopic astigma- | The macular reflexes are absent. The vessels are
tism OU. normal. The periphery has no visible pathology.
BpokzmeHHast KOI60YKOBas AUCHYHKIVIST
(axpomatoricust) OU. YacTuuHast aTpodust 0,1/0,2
) )
SPUTEIIbHOTO HEbBa (IEABH) OU. Bpoxzes- [3H 61eqHO-PO30BbIN C YeTKMMM IPaHUIIAMMU,
HBIl TOPU30HTAIBHBIN HUcTarM. Herocto- N .
JHHO PACKOIALICECs YaACTIMHO-aKKOMO- Y3KMiT MUonMuecKkui Konyc. MaxymsipHbie ped-
ALIOHHOE CO CCTBEHHOE KOCOMIA3ME JIeKChI criakeHsl. COCYabl HEMHOTO CYKeHbI.
Aatt FpyK . ) Ha nepudepnn He3HaAUNTEIbHAS JeTUTMEHTA-
4 M 15 Mwuormst ciaboii cTeneHu, CII0OKHBI MUOTIV - st
M YyeCcKuii aCTUTMaTU3M 000MX IJ1as. TS
. . . 0.1/0.2
Congenital cone disfunction (achromatop- h e disc i le pink with clear bord
sia) OU. Partial atrophy of the optic nerve The optic 1sC1s pale p;lrl wit lC earﬂ orders,
OU. Congenital horizontal nystagmus. narrov;lrr(liyop;:c cone.lT € m?_u;l ir retiexes Zre
Non-permanent divergent particular-acco- sr}rlloot e }‘IT e've?.sehslarg slightly nar(rlowe .
modational concomitant strabismus. Mild The periphery is slightly dyspigmented.
myopia, complex myopic astigmatism OU.
BposkmeHHast KOI60YKOBas AUCHYHKIVIST 0,1/0,1
(axpomaroncus) OU. YA3H OU. Or[e][a) po- II3H 61eqHO-pO30BbIii, TPaHUIIBI YUeTKME. MaKy-
BaHHOE PacXOIsIMEECs KOCOTIa3NE. BPOX- nsipHbIe pediekchl craskeHbl. COCyIbl HEMHOTO
JIeHHbBI} TOPU30HTAIbHBII HUCTAarM. [mmep- cyxersL. Tlepudepus 6e3 naTonormm
M MeTPOINSI CpeJiHel CTereHy, CJIOKHBIN 0.1/0.1 ) )

5 M 15 runepMeTponndeckuii acrurmatusm OU. h o disc i le pink with clear bord
Congenital cone disfunction (achromatop- ?he optlcl 15¢ 1fsl pale pink wit t}Cl eziarThor €rs. |
sia) OU. Partial atrophy of the optic nerve € rlr_laflg arre exeza{%smoo' ; ) h € vessels
OU. Operated divergent strabismus. Conge- ta}rlels 1ghtly narrowed. Lhe periphery has no pa
nital horizontal nystagmus. Moderate hyper- ology-
opia, complex hyperopic astigmatism OU.
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Ta6auua 2. [TokasaTenu JOMOTHUTENIbHBIX UCCIENO0BAHNI Y TTAIIMEHTOB C aXPOMAaTOTICUET
Table 2. Indicators of additional studies in patients with achromatopsia

Ne OKT aprr 3BII
OCT ERG EOP
KOMIOHEHThI KOPKOBOTO OTBETA Peru-

. CHIKeHMe aMIUTUTYIbl MaKCH- CTPUPYIOTCS Ha BCE YACTOTHI ITATTEPHA.
)?(Iej}'lé\?i;i);ie;;I;Z;’E;Zﬁ’iﬁi%i‘;b;?_ MasbHOIO OTBeTa, YBe/yeHue KoHdurypariiyst BO MHOTMX CEpUSIX Ha-
pahOBEONAPHO 32 CIET CHIKEHUS CIOS nateHTHOCTH. KOJTGOUKOBBIi OT- pyliieHa — paclpeHue 1 pasaBoeHne
(OTODEIIETITOPOB; He BHAXEHa ABY- BET PErUCTPUPYETCS HECTAOUITb- komiutekca P100. JIaTeHTHOCTb He3HauUM-
CTORHOCTb Ha YPOBHE KOMILTEKCA VT HO, YBEJIMUEHO BpeMs reHepaluy | TelbHO yBelIMYeHa, aMILIUTY/Ia CHIKe-
MEHTHOTO STHTeNs U MeMOpaHbi Bpyxa. B-BOTHbI, CHMKEHA aMIUIUTY/IA. Ha. [[pM3HaKy HapyIIeHMs IPOBEIEeHMUST

1 . —the f ) tion i ] CHukeHa putMmmuueckas JPI. 10 3pUTEIbHBIM IIPOBOIAIIMM ITYTSM.
I())rlisi\gdz tlﬁe‘are?i\,rleaal t;)::i\r/laeslgls 1§ee_x Reduction of. the mgximum re- The Components of the cortical response
crease d,parafoveolarly because of the sponse amplitude, increase of t.he are registered at all the frequeqmes of
photoreceptors layer reduction; the pre- late.ncy.. The cone response regis- the. paFterp. The conﬁguratl.on in many
sence of two layers at the level of the pig- tration is unstablfa, the perlod of series is disturbed — expansion and bifur-
ment epithelium and Bruch’s membrane a B—wave.gener.atlon is increased, Cat.lon _of the PIOO complex. The .laten—.
complex is not expressed. the amplltude is reduced. The cyis shght.ly increased, the an.lphtude is

rhythmic ERG is reduced. reduced. Signs of the conducting along
the visual pathways disturbance.

OU: MZ - doBeanbHOe yriy6eHne BbIpa- ?;;}f;?f;f:giﬁﬁr;:ao1;,(;2;3?_

SKeHO; pedUIeKTUBHOCTb CeTYaTKM He Ha- YeHa TATEHTHOCTS Kon60t,n<0131>1171

pyleHa, B ¢oBea CHMKeHMe IJIOTHOCTH oTBeT perI/ICTpI/IpyéTCFI HECTABYI-

HapYKHbIX CErMEeHTOB (OTOPELeIITOPOB; HO, YBENUEHO BpeMs TeHepaLyy

JIBYCJIOVHOCTb Ha YPOBHE IUTMEHTHOTO ’ 3BII He BbIAENASIOTCS U3 HOHOBOI PUT-
anuTenus u Mmem6paHs! Bpyxa. E;{B;;ZEZ ;iﬁﬁiﬁi;ﬁggggﬂa‘ MMKM Ha CTPYKTYPUPOBAHHbBI CTUMYIL.

2 OU: MZ - the foveal excavation is ex- The maximum response ampii— The EOP do not stand out of the back-
pressed; the retinal reflexivity is not tude is considerably reduced, the ground rhythmics at the structured
disturbed, the external segments of the Jatency is increased. The con,e re- stimuli.
photoreceptors density in the fovea is re- sponse registration .is unstable. the
duced; two layers at the level of the pig- eriod of ?B—wave eneration i,s in-
ment epithelium and Bruch’s membrane cprease d, the ampli t1g1 de is reduced
are present. The rhythmic ERG is reduced.

OU: MZ - doBeanbHOe yriy6eHne Bbipa-
SKeHO; pedUIeKTUBHOCTb CeTYaTKM He Ha-

[IIeHAa; MHT iic M H HbIM .
EIYBHiTg;HHMerSzJeH:;KSZ d)a(l)l;scr))geuen— 3BII He BbIIENSIOTCS U3 d)OHouBOM pur-
TOPOB COXpaHEH, pACIIMpeH; TOIHA CHIKeHMe aMIUIUTYObI B-BOJHBI | MMKM Ha CTPYKTYPUPOBAHHbBI CTUMYIL.
COTIATIIN B d)OBe’a B HOpMe hapa tbose- B 3 pasa. KonboukoBast v puTMu- | JJaHHBIX O TIATOJIOTUM 3PUTEIILHOTO
ATBHO — CHIDKOHA. ’ yeckast OPT mpaKkTUYECKM He peru- | Hepsa M IMPOBOISIIMX IyTel He 06Ha-

3 : — the f 1 excavation is ex- CTPUDYIOTCL. PYIEHO.

I?rlisi\gdz tlt1eeregivr$aal ri flexivity is not The B—waye’s amplitude is reducgd The EOP do no'E stand out of the back-
dis turbe’ d: the interface between the in- by th}ree times; cone and rhythmic gr.ounq rhythmics at the structured
; ERG is hardly registered. stimuli. No pathology of the optic nerve
ternal and external segments of the pho- d path is detected
toreceptors is preserved, enhanced; the and pathways 1s detected.
retinal thickness is normal in the fovea
and reduced parafoveolarly.
3BII He BbIAEAOTCS U3 POHOBOI PUT-
MMKM Ha CTPYKTYPUPOBAHHbIE CTUMY-
OU: MZ - ¢oBeanpHOe yImy6ieHye Bbl- JIbl, IIJIOXO BBIAEISIOTCS U3 POHOBOI
paxkeHO; MHTepdeiic Mexkay Hapy>KHbIMMU PUTMMKM Ha TOMOTE€HHOe I1071e, Hapy-
¥ BHYTPeHHMMM cerMeHTaMu poTope- LIeHbI 110 KOHOUTYpaLuuy, pe3Ko CHU-
LIETTOPOB He BLIPAKEH; He BbIpaeHa AMITIUTY/ 2 MAKCHMATHHOTO OTBe- SKeHbI 110 aMIUIUTY/Ie, CUMMeTPUUHBI.
IBYCJIOIHOCTh Ha YPOBHE KOMILJIEKCa Ta CHIDKeHa B 4 pasa. Kon60uKoBas JlatreHTHOCTB yBennueHa go 20 mc. [Tpu-
IIMTMEHTHOTI'O 3IINTEeNIUI N MeM6paHbI PT 3HAKN OpI‘aHI/I‘-IeCKOﬁ IMaToOJIOIUM IIPO-

4 Bpyxa. Bh He p.eI‘I/ICTpI/IpyeTCSI. ; BOMANIMK Ty T,

OU: MZ - the foveal excavation is ex- Eu;eﬂaﬁéii?drgs%gﬂiiiﬁz I'I"he The EOP do not stand out of the back-

pressed; the internal and external seg- . XK ’ ground rhythmics at the structured sti-

ments of the photoreceptors is not ex- cone ERG is not registered. muli, poorly stand out of the background

pressed; two layers at the level of the rhythmics at the homogeneous field, are

pigment epithelium and Bruch’s mem- symmetric, with disturbed configura-

brane complex are not expressed. tion and reduced amplitude. The laten-
cy is increased up to 20 ms. Signs of or-
ganic pathology of the pathways.
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IIpodonxceHue mabn. 2
Continuation of the table 2

OKT oPT
OCT ERG

3BII
EOP

OU: MZ - doBeasibHOe yIyGIeHMe BbIpa-
JKEeHO, TO/IIIMHA CeTYaTKM CHM>KEHa I1apa-
(hoBeosApHO 3a CUeT CHIDKEHUS CTost ho-
TOPEILEINITOPOB; ABYCIOHOCTD Ha YPOBHE
KOMIIJIEKCa IIMTMEeHTHOTI'O SIINTEeINs

¥ MeM6paHbl Bpyxa He BhIpaskeHa.

5 OU: MZ - the foveal excavation is ex-
pressed, the retinal thickness is reduced
parafoveolarly because of the photore-
ceptors layer reduction; two layers at

the level of the pigment epithelium and
Bruch’s membrane complex are not ex-
pressed.

AMIUINTYna MaKCMMaJIbHOIO OT-
BeTa CHIKEHA, yBeIueHa Jia-
TEHTHOCTb. KoJIGOUKOBBI OTBET
pPEeruCTpPUpPyeTCs HeCTaOWIBHO,
YBeJIMUEHO BpeMsl reHepanymn
[3-BOJIHBI, CHM’K€HA aMIUIMTYAA.
Putmnueckas OPI' cHmkeHa.
Reduction of the maximum re-
sponse amplitude, increase of the
latency. The cone response regis-
tration is unstable, the period of
a B-wave generation is increased,
the amplitude is reduced. The
rhythmic ERG is reduced.

He BrizensiioTcst U3 GOHOBOI pPUTMUKI
Ha CTPYKTYPUPOBAHHBINA cTumyI. [110-
X0 BBIENAIOTCS 13 HOHOBOI PUTMM-
KM Ha TOMOTeHHoe mose. HapyuieHbt
1o KOHGUTYypal Uy, CHMUKEeHbI IT0 aM-
UIATYAE. YBeJIMUeHa TaTeHTHOCTb.
[Ipy3HaKy opraHNM4YecKoii aToJI0rum
NIPOBOJSIINX ITyTeIA.

The EOP do not stand out of the back-
ground rhythmics at the structured
stimuli, poorly stand out of the back-
ground rhythmics at the homogeneous
field, have disturbed configuration and
reduced amplitude. The latency is in-
creased. Signs of organic pathology of
the pathways.

Puc. 1. I[Tpumep OKT (Copernicus HR) mauenTa N2 2 ¢ axpomartorcueit
Fig. 1. Example of OCT (Copernicus HR) of patient No. 2 with achromatopsia

CTa, HamMM GbUIM CO3aHbl M300paskeH s, [IO3BOJISIOIIe
MPOBEeCTM CpaBHEHME BOCIPUHMMAEMOit MalMeHTaMu
C axpomarToricueii SpKOCTU XpOMaTUIeCKUX U axpoMa-
TUUYECKUX IIBETOB. TecT mpecTaBiisieT coO0ii IecTb 130-
OpaskeHM, KasKA0e 13 KOTOPBIX COLEPKUT OAVH XpOMa-
TUYECKUI IeHTpaIbHbII KPY>KOK (1,5 cM B AmameTtpe)
¢ SIpKOCTBI0 50% ¥ 11eCTh OKPYXKAIOIIMX €ro axpoMaTu-
YyecKuX KPYXKOB (Takke 1,5 cM B AmameTpe), SIpPKOCTb
KoTopbix Bapbupyer oT 0 mo 90% (puc. 5). TectoBbie
U300paskeHMs] TIPeAbSIBIASIM Ha SKpaHe MOHMUTOpA TO-
CJ1e IpeiBapUTEIbHOTO I0CTUPOBKY LIBETOIIEpefaun Iy-
cIutest TIpy oMoty crekrpogoromerpa ilPro (Rev. E)
dupmbl X-Rite u mporpammsr DisplayCal.

LIBeTOBOJ TOH LIEHTPAJIbHBIX XpPOMaTUUECKUX KPYK-
KOB COOTBETCTBYET OCHOBHBIM (KpacHOMY, 3eJIeHOMY,
CUHEMY) U AOTIOJIHUTETbHBIM (3KeJITOMY, TOJTyOOMY, ST -
JIoBOMY) LIBeTaM. HachIIIeHHOCTb BCEX XpOMAaTUUYECKUX

KPY>XKOB MakcumasibHa (100 %). VIx iBeTOBbIE XapaKkTe-
puctuku 1o cucrteme RGB (Red, Green, Blue) ripencras-
JIeHbI B maobJ. 3.

3amaveil mauyeHTa C axpoMaTolicueli ObLIO yKa-
3aTh, KAKOMY 13 OKPYKaIOUIMX KPYKKOB OOJIbIIIE BCe-
T'O COOTBETCTBYET MO SIPKOCTYU LIEHTPAIbHBIN B KOXKIOM
TECTOBOM M300pasKeHUN.

Pe3yabTaThl

Pe3ynbTaThl CC/IeOBAHUS IIBETOBOIO 3peHUS
B KOHTPOJIbHOJ IpyIime

B KOHTpO/IbHOI TpyIIIe MpU MUCC/IefOBaHUY C TTO/IN-
xpomaTtuueckumu tabmuuamu E.B. PabkuHa y Tpex me-
Teit B Bo3pacTte 10 jeT (0AHOTO MaJibuMKa U ABYX €BO-
YyeK) BO3HUK/IM 3aTPYIHEHUS C OrpeneneHremM (HopMbl
TecToBOI uryper B Tabmuiax N2 XIV, XV u XX. IIpu
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Puc. 2. ITpumep IPT nanmeHTKU N2 1 ¢ axpomartorcueit
Fig. 2. Example of ERG of patient No. 1 with achromatopsia

Puc. 3. Neitz-Tect
Fig. 3. Neitz Test
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Puc. 4. Tluxoromuueckuii Tect @apHcBopTta — MaHcemna D-15

Fig. 4. Farnsworth—Munsell Dichotomodus D-15 Test

Puc. 5. TecToBble 1306paskeHMsI 151 CpaBHEHMST BOCIIPYMHMMAaEMOI1 MallieHTaMM C aXpoMaTOIICHel IPKOCTH XPOMaTUUECKIX

M aXpoMaTU4YeCKMX IIBETOB

Fig. 5. Test images for comparing the brightness of chromatic and achromatic colors perceived by patients with achromatopsia

3TOM IIBETa OTHEIbHBIX KPYKKOB, COCTABJISIIOIINX 3TU
U300paskeHMs], AeTV Ha3bIBaJM TPaBWIbHO. Bo Bcex
OCTAJIbHBIX CJTyYasIX AETHU YCITeIHO CITPaBJISUINCH C 3a]1a-
HMEM.

ITo Neitz Test TobKO OfHAa eBouka 11 jeT He pa3s-
mngana ¢GopMy GUryp KOpUUYHEBOTO U 3€JIEHOTO TOHA
MMUHMMAaJbHOM HacbhllleHHOCTH. OcTajbHble OeTu
6e3 3aTpyIHEeHUIT Ha3BalM IBETHbIe (PUTYpPHI BO BCEX
TECTOBBIX U300 PaAKEHMSIX.

I[Ipy  BBHITIOTHEHUM  OUXOTOMMUYECKOTO  TecTa
®apuHcBopra — Mancema D-15 y 6 gerteit 10-12 jet
ObUTM HEOOJIBIINME ITOTPENTHOCTY PAHKMPOBAHMUS IIBe-
TOBBIX OTTEHKOB. [Ipy 3TOM pa3HMIla MeXIy Homepa-
MM TeCTOBBIX (PUIIEK COCTaBjisia He Oojee 2-3 emm-
HUII. Bo Bcex ocTa/ibHBIX CyYastX IeTU JaHHOM TPYTIITbI
paccTaBisuv GUIIKY B TTPABUIBHOM THOPSIAKE.

PesynbraTsel, OMyUYeHHbIE TIPU UCCAEAOBAHUU TIO-
JIeit 3peHust ¢ 6ebIM U [IBETOBBIMM CTUMYJIaMM, COOT-
BETCTBOBa/I HOpMe (mabi. 4).

Pe3yinbTaThl MICC/I€OOBAHUS IIBETOBOTO 3PEHMS
B IpyIIe geTei ¢ axpoMaToIicuen

B nonuxpomatuueckux tabnunax E.B. PaGKkiuHa Bce
IeTU NaHHO I'PYIIIbI He pa3/InMuain 1[BeTOBOI TOH OT-
IeJIbHBIX KPYKKOB, HO, OPMEHTUPYSICH 10 CBETJIOTE, MO-
IJTM Ha3BaTh MPaBWIbHO (POPMY B HEKOTOPBIX TECTOBBIX
tabmumuax (11, IT1, VII, VIIL, XIII, XVII, XXII, XXIII, XXV)
(puc. 6). IIpu 3TOM BCe meTu ouimbanuch ¢ Gopmoii Te-
CTOBBIX (UTyp, TMpeJHa3HAUEHHbIX [JiS BbISBIECHUS
nuxpomasuu (IV, V, IX, XIV).

B Neitz Test nBoe nmeTeit c axpomaToricuei (marueH-
TbI N2 1 1 3) MOIIM Pa3/IMYUTDb KpacHyo GUrypy Kak 60-
Jiee TEMHYIO0 OTHOCUTENIBHO (POHA, a CMHIOIO — Kak 6oiee
cBeTIyI0. Bo Bcex oCTanbHBIX CJIydyasxX JeTU C axpoma-
TOTICHE HE Pa3aIuyajay TeCTOBbIE (QUTYPBI.

I[Ipr  BBIMOJHEHUM  AUXOTOMMYECKOTO  TecTa
dapHcBopTa — MaHcesna D-15 Bce ety ¢ axpoMarToli-
CHeil pacrosiarajam 1BeTa ¢ 60bIINM Pa3dpocoM MEXITY
HOMepaMu. Pe3y/ibTaThl IPU MTOBTOPHBIX TECTUPOBAHU-
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TaGnua 3. L[BeToBbIe XapaKTEPUCTUKYM XPOMATUUECKUX KPYKKOB 10 cucTeme RGB
Table 3. Color characteristics of chromatic circles according to the RGB system

. XapakTepucTuku 1o cucreme RGB (yci. exn.)
IIBeTOBOJT TOH KPY’KKa .. . .
R Characteristics according to the RGB system (st. unit)

The color tone of a circle

R (red) G (green) B (blue)
KpacHnbliit

255 0 0
Red
3eneHbIN 0 955 0
Green
CuHnit
Dark Blue 0 0 255
Tlaosbtii 255 0 255
Lilac
JKentoii
Yellow 255 255 0
T "

ony6oit 0 255 255

Blue

Ta6muua 4. Pe3ybTaThl MCCIEOBAHYS TTOJIEI 3peHMs ¢ GeIbIM U 1BETOBBIMU CTUMYJIAMM Y IIKOTbHUKOB KOHTPOJIBHOI

TPYIIIbI

Table 4. Results of the study of visual fields with white and color stimuli in schoolchildren of the control group

I'paHuUIbI 1IO/ISI 3peHUS HAa CTUMYJBI, rpagycel (M £ m), n = 62 riasa
MepuanaHbl The borders of the visual field at stimuli, degrees (M £ m), n = 62 eyes
Meridians Benbrit CyHMi KpacHbiit 3esieHbIN
White Blue Red Green

5 .

ehxHm 53,5+ 2,5 39,8 3,6 28,6 % 3,3 22,3%2,7
Upper
5 - .

CPXHE-RAPYXHbM 68 5,1 41,733 35,3%2,7 29,3+ 1,9
Upper-outer
o >

APYXHLH 88,5+ 2,0 74,3+ 2,9 58,6+ 3,4 49,4+ 26
Outer
Hipkie-HapyHbI 874%2,5 72,4%2,7 61,6% 3,6 52,2+ 1,8
Lower-outer
o .

YprIn 67+1,5 455+2,1 39,7 £2,9 29,5+1,5
Lower
S—— ”

YDICHE-BHYTPEHHIA 51,5+2,2 40,2+ 3,5 28,9+3,1 26,4+ 1,3
Lower-inner
5 .

HYTPerHIn 64+ 1,8 47,6+ 3,2 32,6 42,3 26,9+ 1,4
Inner
5 - .

CPXHE"BHYTPEHHIHA 56,3+ 2,1 32,5%3,6 252%2,5 232+ 1,2
Upper-inner

SIX MOIJIM 3HAUUTEIbHO BapbMPOBaTh, HO XapaKTepPHOI
0COGEHHOCTBIO OCTaBaIach pasHMUIIA MEXIY HEKOTOPbI-
MM HoOMepamu 5—-6 eguHuIl 1 6ojble (puc. 7).

Pe3ysbTaThl UCC/IEOBAHMS TI0JI€ 3PEHUST C OEeJTbIM
U 1IBETOBBIMU CTUMYJIAMM Y TTaIl[MEHTOB C aXpoOMaTOII-
cueil mpeCcTaB/IeHbI B abJl. 5.

AHanmu3 pe3y/nbTaTOB MCCAeNOBAHMS TPaHMUI] IO
3peHus IToKasal, UTO CpeIHMe 3HaUeHMsT Ha OesIbIit 1 CH-
HU CTUMYJIBI y TIAI[MEeHTOB C aXpoMaToIICcKel ITpakTuue-
CKM COBMAAIOT Mo BceM Mepuauanam (p > 0,05). B To ke
BpeMsI Ha KpacCHbII CTUMYJ TPaHMUIIbI ITOJSI 3peHUs
10 BCeM MepuuaHaM CyIleCTBEHHO YKe, a Ha 3eJIeHbIi
mmpe, YeM y eTell KOHTPOIbHOM rpymisl (p < 0,001).

Pe3ynbTaThl KOMMUECTBEHHOJ OIEHKU SIPKOCTU
1IBETOBOT'O CTMMYJIa B CPaBHEHUM C SIPKOCTHIO axpoma-
TUYECKUX CTUMYJIOB Y MallMeHTOB C aXpomaToIicuert
TpeACcTaB/eHbl Ha puc. 8.
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Hau6onee spkum (90-100 %) nJis nalMeHTOoB C aXpo-
MAaTOIICUE SIBJISIIICSI TOMY00i KPY>KOK M IPaKTUYECKU
cmmBaiicst ¢ GenbiM (GoHOM 3KpaHa. CamMbIM TEMHBIM
(MMHMMAJIBHOM SIPKOCTM) BOCIIPMHMMAJICS KpacCHbIi
KPYKOK. 1151 mauyeHTKM N2 1 OH COOTBETCTBOBAI yep-
HoMmy (ssprocThb 0 %). ITairenTamu N2 3—5 KpacHblit 1IBET
BOCIIPMHUMAJICS KaK OueHb TE€MHBIV Cepblii WiIn uep-
HbIl (siproCcTh 10 %), ¥ TONMBbKO nauyeHT N2 2 BOCOIpUHMU -
MaJl ero Kak cepblii cpenHeit IpKocTu (SipkocTh 40 %).

Ha ocHOBe aTux Ha6IIOmeHMIi GBI CO30AHBI I[BET-
Hble U300pakeHMs] M UX axXpoMaTUUHble aHaJIOrH,
NpebsiBisieMble [ CpPaBHEHMS Ha S9KpaHe MOHMUTOpa
ramyeHTam ¢ axpomaroricueii. Hambonee moxoxkummn
Ha [IBeTHbIEe M300paskeHMsI /ISl BCeX MAI[MMeHTOB ObLIIN Te
axpoMaTUYHbIe aHaJIOTH, B KOTOPBIX YPOBEHD SIPKOCTU
JleTaneil COOTBETCTBOBAJI BOCIIPUMHMMAEMOM SIPKOCTU
TaKMX Ke eTajeli IBeTHBIX M300paskeHnit. TUITMYHBIM
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IIJIT BCeX TAIMEHTOB ObUIO TO, YTO TONyOble MeTanun
OBV He BUIHBI VIU TIOYTU HE BUIHBI, KPACHBIE AeTa-
JIV TIAI[MEeHThI BOCIPUMHUMAIN Ha 6esioM oHe Kak uep-
Hble WIN TEMHO-CepbIE, XKeIThble feTaau — KaK CBeTI0-
cephble, OCTaJbHbIE IIBETA — KaK Cepbie ¢ HeOOMbIINMN
rpagauusiMu cpemHeni spkoctu. [Ipm sTom, paccmaTpu-
Basi axpOMAaTUUHBIN PUCYHOK, BCe MalMEHThl OTMeua-
JIK, YTO MOTYT Ha3BaTb, HAaIIpUMeED, COJHIIE >KEIThIM,
a JepeBO 3eJIeHbIM, acCOIMMPYST 3HAKOMYIO GopMy
M300pa’keHHOTO 00beKTa C MPaBMJIbHO ITOAOOpPaHHOI
SIpPKOCTBIO ceporo. Ha puc. 9 mpencTaBieH TUIIMYHbIN
TIpUMep BOCIPUSITUS LBETHOTO PUCYHKA MalMeHTaMU
C aXpoMaToICHeN.

OG6cyRaeHme

B HOpMe BoCIpUsITME ILIBETOBOTO TOHA 3aBUCUT
OT MPaBWJIbHOI PabOThI TPEX TUIIOB KOJIGOUEK: «Kpac-
Hbix» (L), comepskammx MUTMEHT 3PUTPoiab, MaKCU-
MaJIbHO TOTJIOIIAI0IIMI CTIEKTpabHbIE JIYUU C IJIMHOM
BOJIHBI = 570 HM; «3eneHbIx» (M), comepsKallyux INT-
MEHT XJIOP0J1a6, MaKCMMAaJIbHO aficCOPOUPYIONINIA CTIeK-
Tpa/IbHbIE JIYUM C OJMHOIM BOJHBI = 530 HM; «CHMHMUX»
(S), comepsKalIMX MUIMEHT LIMaHO/JIA0, MaKCUMaJIbHO
MOITIOLIAOIINIA CIIeKTPa/bHbIe JIyuM C OJIVHON BOJIHBI
~ 450 M [6, 9].

CornacHO KIacCUMUYeCKOlM TPEXKOMIIOHEHTHON Teo-
puUM LIBETOBOTO 3peHMS B TpeX pasiMUHBIX TUIIaX KO-
60ueK («CUHUX», «3€JIEHBIX» U «KPACHBIX») COHEPSKUTCS
3PUTENbHBIN TUTMEHT MOIOIICUH C Pa3IMYHBIMU MTOKA-
3aTeJIsIMM TIOTIOIIEHUs CBeTa. B omnume OT KOMOGOUYEK
MaJIOUKU CconepkaT (HOTOMUTMEHT POAOTICUMH C MaKCK-
MaJIbHbIM IIOIVIOILEHMEM CBETOBBIX JIy4ell B CMHe-3ejle-
HoIt yactu criekrpa (505-510 HM) 3/1€eKTPOMAarHUTHOTO
cBeTOBOrO M3mydyeHust. Kpome Toro, B cetuatke Obuin
0OHapy>KeHbl OCOObIE TAHITIMO3HbIE KJIETKU, COfepiKa-
1€ CBETOUYBCTBUTENbHBIA IMUTMEHT MeJIaHOIICKH.

Puc. 6. Tabnmuiia Pa6kmua N2 VIII: 1) TecToBOe 1300paskeHme,
2) ero BocOpusiTHe NalyeHTaMy C aXxpoMaToIicuen

Fig. 6. Rabkin’s Table No. VIII: 1) test image, 2) its perception
by patients with achromatopsia

CUMTAIOT, UTO 3TU KJIETKM BO3OYKIAIOTCS HENOCPEeNCT-
BEHHO ITO[I Ie/iCTBMEM CBeTa Aaxke 6e3 yuacTus majo-
yeK 1 KoJbouek. [TMK MX CIIeKTpabHOM YyBCTBUTEIBHO-
CTU cocTaBisgeT oT 460 no 484 HM, T.e. uMeeT Haubosee
6M3KMe 3HAYEHUS K MAKCYMAaIbHOM YYBCTBUTEIBHOCTU
nasoyek [29, 30]. HepBHble MMITY/IbCBI UAYT OT STUX TaH-
TJIMO3HBIX KJIETOK K TUIIOTA/IaMyCy TpeMs pasHbIMU My-
TSIMM, YUaCTBYSI B YIIpPaBJI€HUM IMPKAAHBIMU PUTMAMU,
a TaKke B obecrieueHM peakiuy 3pavka Ha cser [29, 30].

ITpu OTCYTCTBUM MJIM 3HAUUTETbHO CHMSKEHHOM KO-
JIMYEeCTBE HOPMAa/IbHO (PYHKIMOHUPYIOIINX KOJIGOUEK
BENYIIYIO POJib B paboTe 3PUTENbHOI CUCTEMbI GepyT
Ha cebsl MaJlouKy, MaTOJOTUUECKM U3MEHEHHbBIE KOJI-
60uKM, comepsKalliie POAOICHUH, a TaKKe B HEKOTOPOIi
CTerleH! CBETOUYBCTBUTEIbHbIE TAHIVIMOHAPHbIE KJIeT-
Ki. B pe3ynbTaTe 3TOTO pelenTopbl CeTUaTKM y Malu-
€HTOB C aXpOMAaTOIICHEe MUMEIOT HaubOOJIbIIIYIO YYBCTBU -
TEJIbHOCTb K 6€7I0MY CBETY U K CMHe-3€e/IeHOi (Tory60ii)
yacTu crekrpa [3, 28] (puc. 10).

Puc. 7. [IpuMep BBITIOIHEHUS IMXOTOMMUYECKoro Tecta ®@apHcBopTa — MaHcesna D-15 marentoM N2 5 rpu mepBoM TeCTUPO-

BaHuu (1)  Ipu NOBTOPHOM (2)

Fig. 7. An example of the Farnsworth—Mansell D-15 dichotomy test performed by patient No. 5 during the first test (1) and

retest (2)
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Ta6auna 5. Pe3ynbraThl MCCIENOBAHMS TI0JI€H 3pEHMST C 6eIBIM U [IBETOBBIMM CTMMY/IaMM Y ITallEHTOB C aXpOMAaTOIICHeii
Table 5. Results of the study of visual fields with white and with color stimuli in patients with achromatopsia

I'paHuLbI IOJIST 3peHMs Ha CTUMYJIBI, rpagycel (M £ m), n = 10 a3
MepuamuaHbl The borders of the visual field at stimuli, degrees (M £ m), n = 10 eyes
Meridians Benbrit CyHMit KpacHbiit 3esieHbIN
White Blue Red Green

5 ”

epxHuit 542%1,5 531+1,4 13,2+ 1,3 35713
Upper
5 - -

CPXHE-HAPYXHHMI 67,2+2,1 66,3+ 1,9 173%1,5 423+1,7
Upper-outer
o .

aPYXHBIM 89,1+1,1 89+1,2 194+ 1,6 69,7+ 2.4
Outer
. -

VOKHE-HADYIHBIM 88,322 87,2+2,1 27,5+ 1,7 66,5% 2,6
Lower-outer
Hipwrnit 67,3+1,7 66,8+ 1,6 19,1%1,2 44,6 2,9
Lower
T -

YDKHE BRYTPEHHIN 52,4421 51,9421 134%1,1 39,2428
Lower-inner
5 .

HYTDEHHIMM 63,4%1,3 62,5%1,2 16,8+ 1,3 48,9+ 2,1
Inner
BepxHe-BHYTpeHHIN 55,4+1,8 55,1418 13,2%1,1 34,24 2,1
Upper-inner

Puc. 8. Pe3ynbraThl cpaBHeHMSI BOCIIPMHMMAEMON SIPKOCTU XPOMATUUECKOTO M axXpoMaTUUYeCKUX CTUMY/IOB y TMalMieHTOB

Ne1-5

Fig. 8. Results of comparison of the perceived brightness of a chromatic and achromatic stimuli in patients No. 1-5

IMonyyeHHble HaMM [TaHHbIE COTJIACYIOTCS C OMU-
CaHMSIMM KIMHUYECKUX TIPOSIBJIEHUI axpomMaToIICUu
B MNOBCEOHEBHON >XMU3HU XUTenei MHIOHe3UiiCKOro
octpoBa [IuHrenamn B KHUre aMepMKaHCKOTO HEBPOJIO-
ra u Helporncuxonora OnmBepa Cakca «OCTpoOB Jajib-
TOHUKOB» [31]. YHUKAJIIbHOCTb 3TOI'O OCTPOBA COCTOUT
B TOM, UTO mocJjie TalipyHa, OGpyIIMBIIETOCS HAa aTOJI
B 1775 romy, moru6iao 90 % HaceneHUsI, YNCTIEHHOCTb
KOTOpPOTO 0 KaTakjam3ma cocTtaisia okono 1000 ye-

198

JioBeK. MHOTMEe yMep/u OT rojiofa B IepBbie MeCSIibl
rocsie TavidyHa, M B pe3ysibTaTe yieneno okoso 20 ye-
JIOBEK, BKJIIOYAsl KOPOJISI MMHTeNAallleB U ero CeMblo.
B ¢BsI31 € pe3ko yMeHbIIMBILEHCSI UMCIeHHOCThIO Ha-
ceJieHMS B CJIELYIOIINX IIOKOJIEHUSIX BCE OOblIIe CTaln
MIPOSIBJISITbCS] TEHETUUECKME 3a00IeBaHUSI, UMeEIoIe
peliecCUBHBIN TUN HaciaenoBaHus. biaromaps usyue-
HMIO reHeaJIoTuM ceMeli MalMeHTOB C axpoMaToIricueit
OBLII0 coenaHo MpeAIoNokeHne, YTO IEPBBIM HOCUTE-
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Puc. 9. [IpuMep BoCIpuUSTHS LIBETHOTO PUCYHKA MalMeHTaMM ¢ axpoMaTorncueii. [IpaBas (LiBeTHas1) 1 jieBasi (aXpOMaTU4YHasT)
YacTy PUCYHKa BOCIIPMHMMAaIKCh nmauyeHTamy N2 1-5 kak ogyHakoBble. [TanyeHT N2 2 B JIeBOi yacTy PUCYHKA pasiamyal
romyosble fetanu (purypsl 0671aKOB M KpaiiHei ITpaBoyi MalllMHbI) KaK CBET/IO-Cepble

Fig. 9. An example of the perception of a color drawing by patients with achromatopsia. The right (colored) and left (achromat-
ic) parts of the drawing were perceived by patients No. 1-5 as identical. Patient No. 2 in the left (colored) part of the drawing
distinguished blue details (figures of clouds and the extreme right car) like light gray

Puc. 10. HopmanusoBaHHbIe rpadMKy CBETOUYBCTBUTETBHOCTY TPEX BUAOB KOJIGOUEK U MAJOUYEK K U3TyUYEHNUSIM Pa3HbIX Ya-
creii criektpa. 1o BepTUKaIbHOM OCH — IIOIJIOIeHe CBEeTOBbIX BOMH (pOTOpenenTopamMu, o TOPM30HTAIbHON OCH — IJIMHbI

CBETOBbBIX BOJIH

Fig. 10. Normalized graphs of photosensitivity of three types of cones and rods to radiation from different parts of the spec-
trum. On the vertical axis — the absorption of light waves by photoreceptors, on the horizontal axis — the lengths of light waves

jieM nedeKTHOro reHa GblI caM KOPOJIb IMHIe/IaIlles.
KonnuecTBo nanueHToB ¢ MaHudecraimei 3aboaesa-
HUSI M HOCUTeJeli MyTaHTHOTO TeHa yBeIu4yMuBaloCh
B K&XI0M CJIeyloleM MOKoJeHun 1 K Havany XXI B.
COCTaBJISITIO OKOJIO 5% HaceleHUsI C KIAMHUYIECKUMMU
MposiBJieHUsIMM 3a6o0yieBaHMsg U OKojao 30% Hocu-
Teseil.

Hapsimy ¢ kiaccuueckumu MpusHakamu 3aboseBa-
HUS (HM3Kasl OCTPOTa 3peHMs, YIydIIauascs B Me30-
MUYECKUX YIOBUSIX; CBETOOOSI3Hb; HMUCTAarM; OTCYTCT-
Bue 1iBeTOBOro 3peHus ) O. Cakc ¢ KojeraMmyu oTMevaan
60Js1e€e BHICOKYIO UYBCTBUTEIBHOCTD K IPagalivsiM SIPKO-
CTU BOCIIPMHMMAaeMbIX OObEKTOB Y IAlMEHTOB C axpo-
MaToICHeli, YeM Y JIIoJeli ¢ HOpMaJlbHbIM 1LIBETOBbIM

3peHuem. Tak, Harmpumep, O. Cakc mucast, UTo s ero
KOJIJIETM, CTPajaloNero axpoMaToIiCHei, BCS pacTu-
TEJIbHOCTh OCTPOBa «Obla MoaMQOHMeN SIPKOCTH, TO-
HaJIbHOCTEM, (OpPM M TEKCTYyphbl, KOTOpPbIe OH JIETKO
paszimuuan» [31]. Taxke XOpOLIO OPMEHTUPOBAINCh
B I'paJalusgx BOCIPUHMMAEMO SIPKOCTU 3eJeHOi pa-
CTUTETBbHOCTY KOPEeHHbIE KUTEIM OCTPOBA, OJJHAKO MO-
I He 3aMEeTUTD B JIMCTBE KPACHBIN (PPYKT MM 1IBETOK.
JII06GOIBITHBIM HAOMIOOEeHMEeM SIBJISLIACh CIIOCOOHOCTH
SKUTEIbHUI, OCTPOBA, CTPAaloNIMX axpoOMaToIICuel,
XOPOIIIO pa3januaTh PUCYHKM U Y30PbI HA OfeX/e, CBSI-
3aHHOI M3 HUTOK KOPUIHEBBIX U (MOIETOBBIX TOHOB,
MPaKTUYECKM HEBUAMMBIX JIJISI JIIOAEV C HOPMaTbHBIM
IIBETOBBIM 3pPEHMEM.
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BeiBOabI

1. CpaBHeHMe pe3y/lbTaTOB MCCAELOBaHUS ILIBETO-
BOr'O 3peHMs y NMalMeHTOB C aXpoOMaToIICHell pa3HbI-
MU CIIOCO6aMU IEMOHCTPUPYET HAUOOJBIIYIO BEPOSIT-
HOCTb IMATHOCTUYECKUX OLIMOOK MPU UCIIOIb30BAHUA
nojauxpoMatuyeckux Tabmui, E.B. PabkuHa, UTO MO-
KET OBITh CBS3aHO CO CIIOCOGHOCTBIO STUX MAI[MEHTOB
pasanMuaTh TECTOBbIe (PUTYPhI B HEKOTOPBIX TAGIMIIAX
Ha OCHOBE KOHTPAcCTa SIPKOCTH, a He KOHTpacTa LIBeTO-
BBIX TOHOB.

2. ToBbIIeHHAs! YYBCTBUTENIBHOCTH (POTOPEIeITO-
POB K U3TyUeHUIO CMHEeN YaCTy CIIeKTpa ¥ 3HAUUTETbHO
CHIDKEHHAs K KpacHOJi ero 4acTy y NalMeHTOB C axpo-
MaToTCuell MOXKeT OOyCJIOBIMBAThH pacliMpeHue rpa-
HUL] [10JIS1 3peHMSI Ha 3eJIeHbI U CUHUI CTUMYIIBI (TIpU
9TOM TpaHMIUBI MO 3peHUsI Ha CUHUII CTUMYJ Ipa-
KTUYECKY JOCTUTAIOT 3HAYEHUH Jj1s1 6eJIoro CTUMYyJia),
a TaKKe 3HAUUTENIbHOE CY)XeHMe Ha KPACHBIN CTUMYI
10 CpaBHEHMUIO C TIOKA3aTelsIMU B KOHTPOJIbHOI I'PYII-
ne (p < 0,001).

3. Paspa6oraHHble COGCTBEHHbBIE TECTOBbIE 1M306pa-
SKeHUS MO3BOJISIIOT KOJIMUECTBEHHO OLIeHMBATh BOCIIPU-
HMMaeMyl0 MalieHTaMM C aXpOMaToIICHel SIPKOCThb
XpOMaTU4YeCKUX CTUMYJIOB B CPaBHEHUU C SIPKOCTBIO
axpoMaTM4eCcKMX ¥ Ha OCHOBEe IOTYyUYEeHHBIX JaHHBIX
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