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Bcmyn: oonocmopouniil niemenmuuil pemuHim xapaKkmepuzyemscs npoepecus-
How decmpykyicto homopeyenmopis. /lane 3aX60pr06AHHSA BUHUKAE 8 Pe3YAbma-
mi comamuyHoi mymauii 6 nepiod embpioeenesy.

Mema: npedcmasumu 6unadox 00HOCMOPOHHBORO NieMEHMH020 PeMUHIMY.
Mamepiaa i memoou: gizomempisi, noswe 0QmManrbMOCKOniyHe 0OCMENCeHHS,
noae 30py, ONMUYHA KO2EPEHMHA MOMO2paAQis, KOHCYAbMAUII CYMINCHUX cheli-
anicmis.

Pesyabmamu: npu nocmanogyi diacrno3y caid épaxoyeamu HAS8HICMb KAACUY-
HUX CUMNMOMIB PeMUHIMY HA YPANCEHOMY OUi, GIOCYMHICMb YUX CUMNMOMIB HA
opyeomy, @ makoic UKAIOYUMU IHeKUiliHI 3aX80PHOBAHHSL.

Bucnoexu: Heobxiono pemenvno npoeodumu oughepenyiiiny diaeHocmuky 04
NOCMAHOBKU NPABUAbHO20 0ia2HO3Y | N00AAbUIO] MAKMUKU 6e0eHHSA NAYIEHMA.
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Introduction: unilateral retinitis pigmentosa is characterized by progressive de-
struction of photoreceptors. The disease is the result of somatic mutation during
embryogenesis.

Objective: presented a case of unilateral retinitis pigmentosa.

Material and methods: test of visual acuity, ophthalmoscopy, field of view, optical
coherence tomography, counseling by related specialists.

Results: when setting the diagnosis, the presence of classic symptoms of retinitis in
the affected eye, the absence of these symptoms in the second we should considered
and infectious diseases should be excluded.

Conclusions: the differential diagnosis for correct diagnosis and guiding further
treatment should be carried out carefully.

BBenenne. [IUrMeHTHBIIT PETUHUT — TpyIIIa Ha-
CJICACTBEHHBIX JIETCHEPATUBHBIX 3a00JIEBaHUII CeT-
YaTKMW, XapaKTepU3YIOIIMXCS IIPOTPECCUBHOM Ie-
CTpyKIMe#l ¢oTopenenTtopoB. TameTopeTHHATIbHAS
IUCTPOUS CeTYATKM MPAKTUUECKHM BCEIrIa BCTpeda-
eTcsl B OmatepasbHOM DopMe U OYeHDb peaKo Iopa-
’KaeT OOWH IJIa3.

IIpu mmocTaHOBKE MMArHO3a OMHOCTOPOHHETO ITUT-
MEHTHOTO PETUHUTA CIIEAYET PyKOBOIACTBOBATHCS CJIE-
IYIOIUMM KPUTEPUSIMU: NCKITIOUCHIE MHDEKIINOHHOM
3THOJIOTNH 3a00j1eBaHUs (CUGMINC, KpacHyXa, BUPYC-
HBIC PETUHUTHI, OHXOIIEPKO3), HAIMYME KJIACCUIECKIX
CHMIITOMOB Ha ITOpaXkeHHOM TJIa3y, a TAKXKE OTCYTCTBHE
Ha BTOpoM. Takske Ipu MOCTaHOBKE JAHHOTO IUarHo3a
OOJIBIIIYIO POJIb UTPACT aHAJIM3 DJIEKTPOPETHHOTPAMMBI
U 3JIEKTPOOKYJIOTpaMMBl |6, 9]. Penkast BctpeyaeMocTh
IAHHOTO 3a00JIEBaHMSI 3aCTaBIISIET MCCIIeIOBaTeICi
3ayMaThCs, SIBJIICTCS I 3Ta MATOJIOTHSI CaMOCTOSI-

TeJIbHBIM 3a00JIeBAaHUEM WJIM XK€ TIpeACTaBIsieT co00it
abOpTUBHYIO (pOpMY TaIreTOPETUHAIBHOW IUCTpOhUU
[4]. B nutepatype onmUCHIBAIOTCS KIMHAYECKUE CIyYan
3TOTO 3a00JieBaHMSI, OIHAKO YacTOTa BCTPEYaeMOCTU
oueHb HM3Kasd. [5, 1]. Tak, mo maHHbIM R. Joseph, ¢
1865 r. mo 1949 r. B tuTepaType onmcaHo Bcero 45 ciy-
yaeB [4], Helga Kolb B 1965 1. onucana 3 caydas [5],
Leopoldo Spadea B 1998 . — 4 ciyyas [9].
AyTOCOMHO-pEIIeCCUBHOE, ayTOCOMHO-TOMWHAHT-
HOEe W X-CIEeIJIeHOe HacjeloBaHue IUTMEHTHOTO
PETMHUTA XOpOIIO M JeTaibHO M3ydeHo. OmHOCTO-
POHHMI MUTMEHTHBIA PETUHUT MOXET OBITh Pe3yJb-
TaTOM COMAaTWYECKOW MyTallu¥, BOZHUKIIEH B TIEpH-
oIl 9MOpUOTeHe3a, B Pe3yJbTaTe Yero ompeneIeHHBIN
TIPOLIEHT KJIETOK B OpPTaHW3ME ITallMe€HTa CONEPXKUT
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TEHHYIO MyTallMiO, CIIOCOOHYIO BbI3BaTh MUTMEHTHbBIM
PETUHUT Ha OAHOM TIJa3dy. Eciau Takas myrauusi npu-
CYTCTBYET B I'pyMII€ KJIETOK, KOTOPbIE B MOCJIEAYIOIIEM
CTAHOBSATCS KJIETKAMU CETYATKU, TO TUTMEHTHbBIN pe-
TUHUT MOXET Pa3BUTbCS Ha OAHOM TJja3zy, Mpu 3TOM
BTOPOM TIJ1a3 MOXET OCTaBaThCsl 3A0pPOBbIM. B ciyuae,
€CJIM CIOCOOHas BbI3BaThb NMUIMEHTHBIA PETUHUT MY-
TauMsi IPUCYTCTBYET B YACTU dMOPHOHA, MpeaHa3Ha-
YEHHOI CTaTh, HANPUMEDP, CKEJIETHBIMU MbILILIAMMU,
WIM KOCTHOW TKaHbIO — €€ TPOSIBJIEHUSI OCTAlOTCS
«HEMbIMU». BriojiHE BO3MOXHO, YTO 3TOT TUI KJIMHU-
YECKU «HEMOM» MyTallMY MPOUCXOIUT JOCTATOUHO Ya-
cro. B nuteparype 1o aepmMaTonaoruyd OnrMcaHo 60Jib-
LI0€ KOJMYECTBO CIY4YaeB MYTallUii, MPOSBISIOLINXCS
B OTIEJIbHBIX CETMEHTaxX KOXHU, B TO BpEMsI KaK Apyrasi
4acTb KOXM OCTaeTCsl aOCOJIOTHO HOPMAJIbHOM U He
COJIEPXUT MyTallMii. B ciiyyae MUrMEHTHOTO pEeTUHUTA
COMAaTMYECKME MYTallMU CITOCOOHBI MPUBECTU K aTU-
MUYHBIM WJIM OTHOCTOPOHHUM (hopMaM 3a00JIeBaHUS
TOJIBKO TOTAa, Koraa 00Je3HETBOPHbIE MyTallMM MpPoO-
HUCXOJST B YaCTU dMOpUOHA, MpeaHa3HAYEeHHON CTaTh
r1azom [3].

IHeab. Mbl XOTUM OPEACTABUTb KJIMHWUYECKUN CITy-
Yail OMHOCTOPOHHETO ITMTMEHTHOIO PETMHUTA B HAIllEH
MpPaKTUKE.

MaTtepuanbl u meToabl

Iox nammm Hadmonennem ¢ 2006 roga Haxomurcs 60Jb-
Has M. Buepsbie oHa ooparunacs B IHCTHTYT ¢ Kajo6amu Ha
CHIZKEHHE 3PeHNs HA MPaBOM I1a3dy. Bbul mocTasiieH 1uarnos:
muonus ciaadoit crenenn — OU, neiipopetmautr — OD, BTO-
puuHas MakyJgoauctpodus Biaaxkuasa ¢gopma — OD, yacTnunas
arpocus 3pureannHoro nepsa — OD.

IIpn mocTymwieHu: OCTPOTA 3peHHs MPABOTO JIA3a COCTAB-
Jasma 0,5 He KoppurupoBaiack, jesoro — 1,0. Iloge 3pennst
NPaBoro Iia3za ObUIO CYZKeHO ¢ TeMIOPAJIbHO cTopoHsI HA 10°,
¢ Ha3aJIbHO# cTOPOHbI HAa 40°, M0J1e 3peHHs JIEBOTO I1a3a ObLIO B
npenenax Hopmbl. ITo 1aHHBIM ONTHYECKO# KOrepeHTHOI TOMO-
rpacdun, oTMeYaICs MAKYJISIPHBIIA O0TeK 10 347 MKM B IIEHTPAJIb-
HOM cekTope. [Ipn OHOMMKDOCKONMMH MepemxHuii OTHET 000HX
a3 — 0e3 maroJjormyeckux msmeHenuii. Ilpu odraabmocko-
MY MPABOTO [JIA32 JUCK 3PUTETHHOT0 HepBa OJieTHbIIl, TPAHAIIBI
HeYeTKHe, 0TeK, apTepui HOPMATLHOTO KaJudpa, BeHbl He3HA-
YUTENbHO PACHIMPEHbl, MAKY/ISAPHbIA pedieKC OTCYTCTBYET, B
MaKyJIsipHoii o0acTu otek. Ha mepudepnu mucrpodudeckue
u3Menenud. Ilpu odraasMockonuu J1eBOro ria3a rasHoe JHO
0€e3 MaToJOrMIecKuX H3MEeHeHHid.

IIpu ocMOTpe CMEKHBIMH CHENUATHCTAMM OBLTH MCKJIIO-
yeHbl cumIHc, KpacHyxa, Tyoepkyae3. IIpm KoHcCymbTanum
OTOJIAPUHTOJIOTA, CTOMATOJIOTA, HEBPOMATOJIOTa MATOJOTHH
He ObLIO BbIsiBJIeHO. PentreHorpadus Jierkux — €3 maToJio-
TUN.

BosabHas noayyana Kypc MHTEHCHMBHOW MPOTHUBOBOCHAJIM-
TeJIbHOM, PacCachIBaIONLIe Tepanim, a TAKxKe MOYeroHHbIe npe-
naparsl. [Tocyie mpoBeaeHHOTO Kypca Jie4eHus] OCTPOTA 3PeHust
HA MpaBoM a3y nogusuiack a0 0,85. OTek aucka 3puTeNILHOTO
HepBa W MAKYJISIDHBIN OTEK YMEHBIIMINCH (110 TAHHBIM ONTHYE-
CKOii KorepeHTHO# ToMorpacuu, 10 280 MKM B IEHTPaJbHOM
cekrope). CocTosiHHE 3PUTEIbHBIX (DYHKIMIA W TJIA3HOIO JHA
JIEBOTO I71a3a 0CTAJIOCh 0e3 mepemMeH.

Pe3ynbraTthbl

Yepes 1 rom mamyeHTKa MOCTYNUJIAa TOBTOPHO IIO
TOBO/Iy CHVKEHUS 3peHUsT Ha TpaBoM Tiasy (mo 0,7).
IMpu3Haku BocIaJeHUSI HA MOMEHT IOCTYIICHUST OT-
CYTCTBOBaJIM, OTeKa INCKAa 3pUTEIBHOTO HepBa He
6buT0. OMHAKO OTMEYAIUCh MPHU3HAKU IIPOTPECCHPO-
BaHUS aTpoUU 3PUTEIHLHOTO HepBa (CYy:KEHUE IIOJIST
3peHUsI, TTOBBIIICHUE TTIOPOTa eJIEKTPUIECKOI YyBCTBH-
TEJILHOCTH 110 (pocdeHy, TeKoI0palus IUCKa 3pUTeITb-
HOTO HEpBa), a TaKKe IMPUCYTCTBOBAIM AUCTPOGHIYIe-
CKMe U3MEHEHMS B MAKYJISIPHOM 00JIaCTH M KMCTO3HBIM
MaKyJISIpHBIN oTeK. IlammeHTKe OBLI MpPOBEIcH KypcC
TpoUIECKOI, HOOTPOITHOM, a TaKKe aHTUOKCHUIAHT-
HOI M COCYIMCTOI Tepamuu, B pe3yJIETaTe KOTOPOTO
OCTpPOTa 3peHUsI Ha MPaBOM IJ1a3y mogHsuiack mo 0,95.

IIpu ocmoTpe depe3 8 MecsIlIeB OCTPOTa 3PEHUS
BHOBb cHu3miach no 0,85. IlpusHaku BocIaleHUS
OTCYTCTBOBAJIA, OMHAKO COXPAHSJICSI KUCTO3HBIN Ma-
KYJISIpHBII OTeK. BBIIO perieHo IMpoBecTH ITaHMAaKy-
JIIPHYIO JIa3ePHYIO KOATYJISIIIAIO C «BeepoM» Ha (hoHe
TpoUIECKON, IPOTHMBOBOCIIAIIMTEIEHON M pacca-
ChIBapoIIeil Tepanmmud. Ha MOMEHT BBIIMMCKU OCTpOTa
3peHus mogHsaach 00 0,9, a KUCTO3HBIN MaKyISIPHBIM
OTEK YMEHBIIWIICS.

ITpu ocmotpe uepe3 4 Mecsiia MpU3HAKKU BOCIase-
HHS OTCYTCTBOBAJIM U IIpEBaJpoOBajia KapTUHA aTpoO-
(bun 3puTETHLHOrO HEPBA M KUCTO3ZHOTO MaKYJISIPHOTO
oTeka. beln mpoBeneH Kypc TpodUUECcKOil Tepamnuu,
OITHAKO, HECMOTPSI Ha TOBBIIIIEHUE 3pUTETHHBIX (PYHK-
LU, KUCTO3HBIN OTEK MAKYJIbl COXPAHSICI Ha TaKOM
Ke YPOBHE.

B mocnenyronye nBa roga MpucyTCTBOBAI pedpak-
TEPHBII KMCTO3HBIN MAKYJISIPHBIA OTEK IIPYU BBICOKOM
LIEHTPAJIbHOM 3PEHUM M PE3KO CY>KEHOM I10JIe 3peHUsI.
[Ipu 3TOM MaTOJIOTUYECKUX U3MEHEHUI JIEBOro Ijia3a
He HabJ101a10Ch.

B 2010 r. mpu ouepeaHoM obOpallleHUU MaLMeHTKHU B
cTalyoHap, Bo BpeMs opTaIbMOCKOIMH Ha Tiepudepun
CeTYaTKHU MPaBOro r1a3a ObUTY OOHAPYKEHBI OTJIOXEHUS
MMUTMEHTA I10 TUITY «KOCTHBIX TeJiell». Bbulo BBIIBUHYTO
TIPENITONIOKEHNE O HAIWMYUU Y TAIMEHTKA OJHOCTO-
POHHET0 MUTMEHTHOTO peTUHUTA. I3BECTHO, YTO MOXO0-
XKasi opTaIPMOCKOIIMIEeCKasi KapTUHA, UMUTHPYIOIIAsT
MMUTMEHTHBIN PETUHUT, MOXKET OTMEUAThCST TIPU PSIAe
MMepEHECEHHBIX MHMEKIMOHHBIX XOPHOPETUHUTOB.
OnHako MH(MEKIMOHHAS TTPUYMHA TaHHBIX ITaTOJIOTH-
YECKMX U3MEHEHUI Obla UCKIII0UeHa, MOCKOIbKY, Ha-
XOISICh B CTallMOHApE, MALIMEHTKA ITOCTOSTHHO CIaBajia
aHanu3bl Ha cugunuc (mpoodsl RW u ITLP Bcerna ObLin
oTpuuaTebHBIMI). KpacHyxol maneHTKa He 00oJiena,
YTO OBIJIO MOABEPKIEHO JJA0OPATOPHBIMU aHAJIM3aMM.
B TeueHue mepuona HaGMIOAEHUS C MOMEHTA TIEPBOTO
3MM30/1a yBeWTa KJIMHUYECKasi KapTUHA He OblTa Xapak-
TepHa HU JUIs1 CUDUINTUYECKOTO HeipopeTUHUTA, HU
IIJIST OHXOIIEPKO3a, a Ha MEePBOM IUIAHEe KIMHHYECKOMU
KapTUHBI UMEJIA MECTO TUCTPODUIECKUE TPOIECCHI.
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151 moaTBepXKIeHUS MTUTMEHTHOTO PETUHUTA OBLTN
TPOBEACHBI 3JIEKTPODPUINOIOTUISCKIE NCCICIOBAHMUS
¥ TEeMHOBasl amanTalus, a TakKKe paHee ITPOBOIMMEIC
uccienoBanus (moje 3peHus, dhocdeH TMarHoCThKa,
ornThyeckas KorepeHTHas toMorpacdus). ITo maHHBIM
9JIEKTPOPETUHOTPAMMBI  OTMEUAJIOCh CHIDKEHHE aM-
TUIMTYAbI BOJH. TeMHOBas aganTaiiusi Obula CHUXKEHA.
ITone 3peHMsT OBLIO KOHLIEHTPUYECKHU CYKEHO JIo: 5° ¢
Ha3aJIbHOM CTOPOHBI, C TeEMITOpaibHOM 10 30°, BepXHSsa
rpanuua — no 10°, HkHsass — po 20°. Octporta 3peHus
coctaBwia 0,7. Kucto3Hslit MakyJIsSIpHBIA OTEK, TT0 JaH-
HBIM ONITUYECKOI KOTEPEHTHOI ToMOrpaduii, COCTaBUI
438MKkH. CTOUT OTMETUTh, UYTO JUISI TTUTMEHTHBIX PETH-
HUTOB KJIACCUYECKMM OCJIOXKHEHHMEM SIBIISICTCS pedpak-
TEPHBII KUCTO3HBIM MaKyJIsSIpHBINA otek [2, 7, 8]. [Ipn
3TOM TapHBIN I71a3 ObLT A0COIIOTHO 3A0POB aHATOMUYE-
CKU, a TIpY (PU3UOJIOTUYECKUX UCCIEIOBAHUSIX HE OBLIO
00HapyXeHO HUKAKUX MAaTOJIOTUICCKIX U3MEHEHUI.

TakuMm oOpa3om, nanreHTKe ObL BHICTABJIEH OKOH-
YaTeJIbHBIA ITMAarHO3 OJHOCTOPOHHETO MUTMEHTHOTO
peTUHUTA.

Ha ¢one mpoBemeHUs KJIaCCHMYECKOTO OOIIETIpU-
HSITOTO JICYCHUS] TMTMEHTHOTO PETUHUTA B ITOCIIEAYIO-
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LIMe TPU roja HaOMIoOeHMS 3a MALMEeHTKOM YIaaoch
yIOepKUBaTh (DYHKLIMM 3PUTEIbLHOIO aHajaM3aTopa Ha
npexHeM ypoBHe. OIHAKO OTMEYaeTcsl MePCUCTEHLIMS
KMCTO3HOIO MaKyJISIPHOTO OTeKa, pedpakTepHOro Ko
BceM BuaaMm jiedeHus. Ha mapHoM a3y He oTMedaeTcst
HUKAKKX [MaTOJIOTMYECKUX U3MEHEHMUIA.
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