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KJIUHUYECKHUHN CJIYYAN CEMEMHOM ®OPMbI HEBOUJHOM NUTMEHTALIUU
CETYATKH

Bparko I.B.}, Amurpues /1.1, Tpynos A.H.!, Yepusix B.B.!

'@ray «HMHUL “MHTK Muxpoxupypeus anasa” umenu axademuxa C.H. ®Dédoposay Munucmepcmea
s0pasooxpanenust Poccutickoil @edepayuu, Hosocubupck, e-mail: nauka@mntk.nsk.ru

Henb: mnpeacTaBuUTh KJIMHHYECKUH ciaydail ceMeiiHoli ¢opmbl HeBouaHoW mnurmentrauuu. IlpeacraBieno
KJIHMHUYecKoe Ha0JaioleHHe JBYX MALMEHTOK (MaTepu M MJIajameil Jodepu), Hadaoxapmuxcs B 2022 roay B
HoBocuoupckom ¢punnane MHTK «Mukpoxupyprus riasza» umenu akagemnka C.H. ®énoposa. [lanuentkam
NPOBOAWINCE CTAaHJApTHoe o@TaabMoJioruyeckoe o0cje0BaHHe, ONTHYECKas KOrepeHTHasi Tomorpadus
MaKyJIAPHOH 00J1acTH, YTeKTPOPU3NO0I0THYECKOe HCCIeT0BaHHe, (DOTO IJI1a3HOTO AHA U ayTOdII00pecleHIs.
JaHHblii cay4yail siBjsieTcsl B CBOEM poje YHMKAJBHBIM H3-3a KpaliHe MaJIoro KoJiM4yecTBa MyOJMKAnuid Ha
JAHHYI0 TeMy, TaK KaK CYHMTAaeTcsl, YTO HEBOMIHAS NHIMEHTAIUs BCTpedaeTcsl KpaiiHe penko. Hepomgnas
NMUTMEHTAIUS OTHOCHTCH K BPOKICHHBIM COCTOSIHMSM, KOI/la Ha ceT4aToii 000104Kke mpH 0QTATbMOCKONHHA
BU3YAJIM3UPYIOTCSl OTJeJIbHble TEMHOOKpPALeHHbIe NMATHA, KOTOPbIE 4Yalle BCero BO MHOXKECTBEHHOM 4HcJe
pacnoJiaraloTcsi Ha pasjIMYHbIX YYacTKax I[VIa3HOro AHa Ju00 mno BceMy riaasHomy any. Kak npasuio, nannas
NUTMEHTALUS OTINYAeTcs YeTKUMHU FPaHNIIAMU, HMeeT OBAJBbHYI0O WU OKPYIJIyIo (hopmy. Pasmep NUrMeHTHBIX
04YaroB MoxkeT ObITh KaK MeJKHM, TAK M OTHOCHTeJbHO KPynHbIM. HekoTopblie aBTOpHI Jaske CPaBHMBAIOT
KpYNHble MATHA CO cjeJaMH Jan >KHUBOTHBIX. JIMarHo3 CTaBUTCS HAa OCHOBAHMH KOMILIeKCa KJIMHHKO-
JUATHOCTHYECKMX KpUTepHeB M cOOpa moApoOHOro aHaMmHe3a M kano0. Tak kak 3puTe/ibHble (PYHKLIHMH He
CTPajaloT, TO MAIMEHTHI He HY:KAAITCH B JedeHHH. OJHAKO 4acTO HAJTMYHEe MHOKeCTBEHHBIX IMMIMEHTHBIX
04YaroB Ha ceTyaTKe NPUHHMAeTcsl O(TATBMOJIONOM 32 TANETOPEeTHHAIBHYI0 A0HOTPOQHIO CeTYATKH, KOIAa
NManMeHTaM Ha3HavaeTcs JJIUTeJbHOe JiedeHue.

KimroueBrie cioBa: HCBOMJIHAsA IMUI'MCHTAIMA CETYATKH, HaCJICACTBCHHBIC ,HPICTpO(I)I/II/I CC€TYATKH, MMUTMEHTHBIN
PETUHUT.

CLINICAL CASE OF FAMILIAL FORM OF NEVOID RETINAL PIGMENTATION

Bratko G.V., Dmitriev D.D.%, Trunov A.N.}, Chernykh V.V.!

'S. Fyodorov Eye Microsurgery Federal State Institution, Novosibirsk, e-mail: nauka@mntk.nsk.ru

Purpose: present a clinical case of a familial form of nevoid pigmentation. The paper presents a clinical
observation of two patients (mother and youngest daughter) who were observed in 2022 at the S. Fyodorov Eye
Microsurgery Federal State Institution, Novosibirsk. Patients underwent a standard ophthalmological
examination, optical coherence tomography of the macular area, electrophysiological examination, fundus photo
and autofluorescence. This case is unique in its kind due to the extremely small number of publications on this
topic, since it is believed that nevoid pigmentation is extremely rare. Nevoid pigmentation refers to congenital
conditions, when separate dark-colored spots are visualized on the retina during ophthalmoscopy, which are
most often located in the plural in different parts of the fundus, or throughout the fundus. As a rule, this
pigmentation has clear boundaries, has an oval or rounded shape. The size of pigment foci can be both small and
relatively large. Some authors even compare large spots with animal paw prints. The diagnosis is made on the
basis of a complex of clinical diagnostic criteria, with the collection of a detailed anamnesis and complaints.
Since visual functions do not suffer, patients do not need treatment. However, often, the presence of multiple
pigmented lesions on the retina is perceived by an ophthalmologist as tapetoretinal retinal abiotrophy when
patients are prescribed long-term treatment.

Keywords: nevoid retinal pigmentation, hereditary retinal dystrophies, retinitis pigmentosa.

HeBougnast nurmMeHTanus ceryaTtoid 000JOYKH — JOCTATOYHO pejkas marojorus. Brnepsbie
HEOObIYHOE CKOIUIEHHWE NMUTMEHTa Ha CeTYaTKe B BHJIE OTAENBHBIX IATEH ONMUCAll aBCTPUUCKHIM
odpransmonior MaytHep B 1868 romy. B paznene «Cnydan u3 npaktuku» B OPTaIbMOIOTHYECKOM
KypHaie 3a 1971 rox noKTOpOoM MeTUIMHCKUX Hayk A.A. YUepHOBOH ObUIO OIMyOJIMKOBAHO

OIMCAaHUE TPEThEro MOAOOHOrO «oTedecTBeHHOro» ciydas [1]. ABrop KoHcTatupyeT ¢akr
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nyonukaruu 2 aHanoruvasix ciydaeB (K.M. Tamamessm B 1911 r. u A.I'. CaitmakoBckum B 1939
r.). Uyre mo3nnee mosiBiiack myonukamus M.J[. Kamman [2], B koTOpoil aBTOp MOAYEpKHUBACT
PENKOCTh TaHHOW MATOJOTMU U OMHCHIBACT, MO (haKTy, YSTBEPTHIH CiIydail, C KOTOPBIM CTOJKHYIICS
IpU IJJAHOBOM OCMOTpE TIJIa3HOro JHa y Mojojgoro 21-jeTHero naunueHTa, HaxXOASILIEerocs Ha
IUTAHOBOM TOCIUTAIN3alUKN B TEPaleBTUYECKOM OTIENEeHUU ['OpoAcKOol KIMHUYECKOH OONIbHUIIBI
Ne 4 r. MoCKBBI ¢ TepaneBTHYeCKUM AuarHo3om: [ unepronnueckas 6onesns | craauu.

HeBouanass nmurMeHTanuss OTHOCUTCS K BPOXKACHHBIM COCTOSIHUSIM, KOI/Ia Ha CETYaTOH
o0osouke npu OQPTATBMOCKONMM BHU3YaIM3UPYIOTCA OTHENbHbIE TEMHOOKpAILEHHbIE IISTHA,
KOTOpBIE Yallle BCEr0 BO MHOXKECTBEHHOM YHCJIE PACIIOJIAral0TCs Ha PAa3JIMYHbIX Y4aCTKaX IVIa3HOIO
aHa MO0 Mo BceMy IUlazHOMY AHY. Kak mpaBuiio, JaHHas NMUTMEHTAIMS OTIMYAETCS YETKHUMHU
IpaHHUIIAMHU, UMEET OBAJBHYIO MJIM OKPYTiyto ¢opmy. Pasmep MUIMEHTHBIX OYaroB MOXKET OBITh
KAaK MEJKUM, TaK U OTHOCUTEIBHO KpYHNHBIM. HekoTOpble aBTOpBI Ia)Xe CpaBHUBAIOT KPYIIHBIE
msTHA CcO cieaaMu Jianm kuBOTHBIX [3]. I[BeT mx wamie Bcero KopuuHeBO-uyepHbIA. K cuacTblo,
(GyHKIMU T71a3a HE CTPAJAroT MPH AAHHOW MATOJIOTHUH, YTO U OTIIMYAECT HEBOUIHYIO ITUTMEHTAITUIO
CeTYaTKM OT Jpyrux (OpM HACICICTBEHHONH MATOJOTUU CETYATKH, COIPOBOXKIAFOIINXCS
HOPaXEHUEM PETUHAJIBHOrO HHUrMeHTHOro snutenus [4-8] u QoropeuentopoB B pesyibrare,
HampuMmep, OTJIOXKEHUS B KIETKaX MUIMEHTHOI'O SHUTEINs CEeTYaTKH JUNO(YCHUHIOLO00HOro
coenuHenus [9]. B cBiA3M ¢ 9TUM HA3HAYAKOTCS JUIMTEIBHBIMH KypcaMH —Ipenaparsbl,
CTMOCOOCTBYIOIIME  YIYYIICHHIO ()YHKIMOHAJIBFHOTO B3aUMOJCHCTBUS MEXKIYy HUTMEHTHBIM
snuTeIneM, MeMOpaHoii bpyxa u xopuokanmwusipHbIM cioeM ceruatku [10].

Ilenp uccnenoBaHMsA: MPEACTaBUTh KIMHUYECKMH ciydall ceMmeiHoW (opMbl HEBOUIHOMN
MUTMEHTALUU CEeTYATKH.

Matepuanbl M1 MeTOABI HCCJIEJOBAHUS

B nanHnoit pabote mpenctasineH kiauMHW4Yeckuid ciydait nanuentku LILFO. 38 ner u IILE. 9
JIET, KOTOPBIE SBJISAIOTCS KPOBHBIMU POJICTBEHHUIIAMH, 3 IYMEHHO MaTEPhIO M MIIAJIIEH JOUEPBIO T10
OTHOIIEHHUIO Apyr K apyry. Ilanuentka LILIO., 38 net, nabmonanacek y opraabMoiiora B OJHON U3
palloHHBIX MOJMKJIMHUK, Jlajee B KpaeBoil odrambMonorndeckoil OonbHULIE C 8 JIET ¢ AUArHO30M
«IATMEHTHBIA PETUHUT» W MOJy4yaJla CUMITOMAaTUYECKOE JIEUEHUE, B KOTOPOE BXOIWIN
AHTUOKCHJIAaHTBI, BUTAMHHHBIE KOMIUIEKCHI M IIpelapaTsl, TUIHMYHBIE AJI1 PEKOMEHJIALUUN Npu
TaneTopeTuHaIbHON abnorpoduu. B oktsadpe 2022 roma BnepBeie oOparuiack B HoBocuOupckmii
¢umnan OTAY «HMUL «MHTK “Mukpoxupyprus rinaza” umenu akajgemuka C.H. ®d&noposa»
MunszapaBa Poccun ais MIQHOBOTO JMAarHOCTUYECKOro ocMoTpa. JKeHIIMHY OEeCIOKOMIIO ee
Oyaymiee 3peHue, Tak Kak, OyAydd MEIWUIUMHCKUM paOOTHHKOM CpEIHEro 3BEeHa, IOHUMas

CCPBC3HOCTh AHMArHo3a, ManucHTKa XXWUJja B OXXKUAAHHWUN HCYKIOHHOI'O CHUKCHHUSA 3PCHHS, KOTOPOC



JOJKHO OBLIO, 1O €€ MHEHHUIO, OCHOBAaHHBIM Ha HH(OpPMAlLUU M3 AOCTYNHBIX HCTOYHHKOB,
HACTYIUTh HEOTBPATUMO.

[TatmenTke OBUIO TPOBEAEGHO CTaHAApTHOE oO(TanmbMoyIoTHYecKoe —00cienoBaHue,
BKJIIOYaBIiee  aBTopedpakromerputo  (aBrokeparopedpaktomerp «HUMPHRY»  (CIIA)),
BH30METPHUIO BJlajlb C MaKCHMaJIbHOW omnTuyeckod koppekiuein (mpoektop 3peHus «EUCARIS
TSCP — 700 TOPCON» (fAmnonus)), ToHOMeTpHi0 10 MakiakoBy rpy3oM 10 T, KHHETHYECKYIO
cheponepumerputo (chepuyeckuii nepumetp [onmpamana «KPM» «Carl Zeiss» (I'epmanus)),
onomukpoodramemockonuo (meneBas jamna «TAKAGI» (SImonus) u OeCKOHTaKTHas JIMH3a
«Ocular» (78 1)), yasrpasBykosoe uccienoanue (Y3U) («EllexEyeCubed» (ABcTpanus)).

B nomosneHune K BBINIECKa3aHHOMY OBUIM Tak)Ke MPOBENEHBI ONTHYECKass KOTepeHTHas
toMmorpadus MmaxyisipHoi 30HBI U nepudepun cerdatku (OKT) (onTuueckuii KOrepeHTHBIN
tomorpad «RTVue-100» (Optovue, CIIIA)), ranudesaba-3aeKTpopeTHHOrpadus Mo CTaHIapTam
MEXAYHapOAHOrO  oOmecTBa  KiIuHUYeckod  anektpodusuonoruu  3penus  (ISCEV)
(anektpoperurorpad Tomey EP-1000 Multifocal (TOMEY  Corporation, Slmonus)),
dorodukcanus u ayrodaroopecteHIus riaasHoro qHa (mudposbie pyHayc-kamepsl Visucam 500 u
Clarus 500 (Carl Zeiss, I'epmanmus)).

Pe3yabTaThl Hcc/ie10BaHNUS U UX 00CY KIeHUE

Knunuuecxuii cnyuau

[MarmenTka I1.}O., 38 ner, B okts6pe 2022 r. oOpatmmace B HoBocuOupckuit (rmman
OI'Ay «HMUL «MHTK “Mukpoxupyprust rinaza” uMmeHu akaaemuka C.H. dEmoposan
Mumnszapasa Poccuu ans auHaMuueckoro HabIOIeHNS, UMes B aHaMHe3e B TedeHue 30 JeT 1uartHos
TaleToOpeTUHAIbHON albuoTpoduu ceryarku oOoux ria3. M3 aHamMHe3a HU3BECTHO, YTO CO
IIKOJIFHOTO BO3pacTa MMEETCS elle M OJIM30PYKOCTh cIaboil CTEreHH, KOTopas KOMIIEHCHPYETCS
MSTKUMHU KOHTakTHbIMH JuH3amMu (—1,0 {otp OU). pyrue >xamo0Obl Ha 3peHHE, BKIIOYAst
CHIDKEHHE CYyMEPEYHOIr0 M HOUHOT'O 3pEHMS, @ TAKXKE Ha CyKEeHHE T0oJel 3peHHsl, OTCYTCTBOBAJIH.

OOBEKTUBHO:

[Tpu ocMoTpe MakcuManbHO KoppurupoBaHHas octpota 3perus (MKO3) cocrasuna 1.0 Ha
mpaBbiid a3 u 1.0 Ha neswiit rnas. [lokazarenu ToHomerpuu nmo MaknakoBy (10 1) coctaBmiu
18/17 mm pt. cr. 1o MaHHBIM KHHETHYECKOW C(hepornmepruMeTpHr HE BBISBICHO CYXXEHHUS TPaHHUIL
noneit 3penus. CyMMapHOe ToJie 3peHHs Ha Tpasblii Tma3 coctaBuno 460°, Ha meBsrif rmas — 465°
(puc. la). Ilo nmaHHBIM OWOMHKPOCKOIHMH TEPEAHUN OTpPEe30K O3 MaTONIOTHH, BKIIFOYAs
CTEKJIOBUJTHOE TeNO M XpycTranuk. OQTalTbMOCKONUYECKH BHUIHBI MUTMEHTUPOBAHHBIE OYaru
pa3IMYHON MHTEHCHBHOCTH OKpammBaHus (puc. 10). Ha riiasHOM JHE JIEBOTO IJia3a KpYITHBIC

TEMHOOKPAIICHHBIC OYaru Ha Hepmbeppm CE€TYaTKH HAIIOMHHAIOT 110 @opMe cJIe Jarbl XKUBOTHOI'O

(puc. 1B).
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Puc. la — Kunemuueckas cgheponepumempus 060oux 2naz, ¢ HOpMAaibHbIMU 2PAHUYAMU NOJIE;
16 — Lugposas pomozcpaghus enaznoz2o ona npagoeo enaza (MHoNcecmaeHHbie KPYnHble U MelKue
nueMeHmHuble 04azu Om C8em.i0-cepoco 00 MeMHO-KOPUUHEB020 OMMEHKA, YCUTUBAIOWUECs NO
unmercusHocmu K nepugepuu cemuamxu); 1é — Lugpposas ghomoepagus enaznoeo oua ne6ozo
2nasa (makue e MHOJMCeCMEEHHble KPYNHble U MeIKUe NUSMeHmMHble 04azi 80 6cex omaoenax

cemyamKu, Hanomurarouwue cneo 1anwvi .?fCIzl@OWlHOZO)



B pesynbpTarax MakcHUMallbHOM TaHI(eNbI-3JeKTpOpeTHHOrpadu He ObUIO BBISBICHO
OTKJIOHGHUI OT HOPMATHBHBIX 3HAYCHUI aMIUTMTY/bI U JJATCHTHOCTHU a-, D- BOJIH, YTO MOJHOCTHIO

HCKITIOYAET BEPOSITHOCTh HAJTMYHSI TUTMEHTHOM JIETEHEepaIluu ceTuaTku (puc. 2a).
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Puc. 2a — OPI" nayuenmxu LILFO., 38 nem; 26 — OKT maxynsaprnoui oonacmu nayuenmku I1LFO., 38

nem; 26 — OKT na nepugepuu npasozo enaza nayuenmxu I11.IO., 38 nem

[Tpu nmpoBenennu OKT makymnspHoit 30HbI (puc. 20), Tpy HEU3MEHEHHOW TOJIIIMHE CETYATKU

(mpaBoro rnasa 274 MxM, JeBoro riaza 277 MkM), 00paTHIIM BHUMaHHUE Ha HEOOIBIIIOE YIIOIMIECHNE



MaKyJISIpPHOM 30HBI C HAJIMYUEM €JUHUYHBIX TBEPIbIX MEIKHUX IPY3 MPU YMEPEHHO MOBBIIIEHHON
OINITUYECKOH MPO3pauHOCTH MUTMEHTHOTO SMHUTENINS CETYATKH ¢ 00E€MX CTOPOH.

OKT B oOmactu ovaroB Ha mnepudepuy BBIIBHIIA MHOXXECTBEHHBIE MEIIKHE JIOKAJIbHBIC
YYaCTKA  TIOBBINICHUS PEe(ICKTUBHOCTH MUTMEHTHOrO OIHTENUs ceTdaTku  (puc. 2B),
Yepenylomuyecss ¢ He3HaYuTeNnbHOW JnecTpykimued kinetok [IDC B Bume mTpuxooOpasHOi
THIIEPTPAHCMUCCHH.

[Ipu comoctaBieHUN BCEX BBIMICTIPUBEICHHBIX KIMHHUKO-aHAMHECTHUYECKUX JAHHBIX OBLIO
pEIIeHO OTMEHUTH MEePBbIil IUarHO3 TaleTOPeTUHAIBHON aduoTpoduu, 3aMEHHUB €r0 Ha HEBOUIHYIO
MUTMEHTALIUIO CeTYaTKH.

Uepes aBa MecsIa MayeHTKa MpuBe3Jia sl JUarHOCTHYECKOTO0 OCMOTpa CBOIO 9-JIETHIONO
noub, LILE., koTopas Habmroganace ¢ MIAJIIET0 MIKOJLHOTO BO3pacTa y oPpTalIbMOJIOTa CO claboi
CTENEHbI0 MUONUHU. MHONMS KOMIIEHCUPOBAaHA OYKaMH Ui MMOCTOSIHHOTrO HouieHus B —2.0 JloTp.
ITpu ocMoTpe MakcuManbHO KoppurupoBanHas octpota 3penust (MKO3) cocraBuina 1.0 Ha npaBbiit
a3 u 1.0 Ha neBblil 11a3. M3 Tpoux nerell B ceMbe TOJIBKO Y caMOM MilaJilIel Jouepu MMeach
KapTHUHA TJIA3HOTO JIHA, aHAJOTWYHasi TakoBOM y Marepu. Cympyr ManmveHTKu — 370poB. [pyroii
HACJIe/ICTBEHHON MAaTOJOIMU y 00eHX MAlMEeHTOK, NPOSBIIAIOLICHCS CHUKEHUEeM (YHKIMNA opraHa
3penust, HeT. CoMaTu4ecKuii aHaMHe3 He OTSTOLLEH.

VY nodepu mpu OPTaTBMOCKONHMH aHAJTIOTUYHBIE TUTMEHTHBIE OYaru ObUTH OOHApYKEHBI Ha
Bceil kpaiiHed mnepudepun ceryatku (puc. 3a; 30) mpu OTCYTCTBUH JKano0 KaK Ha CHUIKCHHE

CYMEpEYHOI0 3pEHUsl, TaK U Ha Cy)KeHHe rpaHull mojed 3penus (puc. 4). CymMMapHbIe IpaHUIIbI

nepudepHUecKUX ToNei 3peHns Ha npaBbli a3 — 460°; Ha nesbrit — 485°.,

Puc. 3a, 36 — [ugpposas homoepaghus 2naznoeo ona npasozo u neso2o 2iaza (MueMeHmupo8anHole

OKpyelble ouazu Ha Kpatihei nepugepuu cemyamkiL)
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Puc. 5a, 56. Pe3ynomamul uccrnedosanus aymoghuioopecyenyuu npagozo u 1e6020 21a3a (6U0HbL
JIOKAIbHbIE YYACMKU 2UNOAYMOPDII0OPUCYCHYUU, COOTNEEMCMBYIOWUE YIACKAM

eunepmpancmuccuu no oanHvim OKT u, éeposamuo, asnaowuecs ookycamu oecmpyKyuu



nuemenmnoeo snumenus cemuamu); 56 — OKT npasoeo u neeoeo enaza nayuenmxu LILE., 9 nem,

Se — OKT obracmu na nepugepuu negoeo enasa nayuenmru I1LE., 9 nem

ITo nanabiM OKT BBISBICHBI €IMHUYHBIC MEJIKHE TBEP/AbIC IPY3bl B MaKyJIAPHON 00JIacTh
o6oux 1ima3 (puc. 5B). [Ipu npoBenennuu OKT uepe3 murmeHTHBIE ovard Ha mepudepun ObUIH
BBISIBJICHBl CIMHUYHBIC MEIKHE THIeppeQICKTUBHBIC BKIIOYCHHS HAa TUTMEHTHOM SIUTEINN
CeTYATKH, a TAK)KE CIUHIUYHBIC YIACTKU «IITPUXO000PA3HOI» TUIiepTpaHCcMuUuccuu (puc. 5r).

3akiroueHue

HeBounHas nurMeHTaIus CeTYaTKU SBJISETCS JOCTATOYHO PEAKOM maTojaoruei, 0cobeHHO B
pamMKax OJHON ceMbu. JlaHHAs HO30JIOTHS, HECMOTpS Ha OJIArONMPHUSATHOE TEYCHUE, TpedyeT
JNaIbHEHIIEr0 UW3Y4YeHUsT U, BO3MOXKHO, JIOMOJHHUTEIBHOIO HCCIEIOBaHUS  MOJICKYJISAPHO-
TEeHETUYECKUX M MATOr€HETUYECKUX OCHOB ISl TOHMMAaHUS MEXaHU3MOB KakK BPOXKJIEHHBIX, TaK U
HACJIEICTBEHHBIX abuoTpoduil ceryaTku. B HacTosmee BpeMs NAlMEHThl HAXOASATCS Ha

IUHAMAYECKOM HaAOJIIOAECHUH.
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