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Pepkuit cnyyait MakynAapHou TeneaHrnakrasum 1-ro tunay pebeHka
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PE®EPAT

MakynsapHas TeneaHrnaktasus 1-ro Tmna o6bIYHO XapaKTepusyeTca MeAJIeHHO NPOrpeccupyioLMM CHUXKEHWEM OCTPOTbI 3pe-
HUA Ha 3-4-M AeCATUNETUM XKN3HW, TEM He MeHee JaHHOoe 3aboneBaHne MOXeT BbITb ANArHOCTUPOBAHO Y NALMEHTOB MOJIO-
noro Bo3pacta. Llens. MpeactaBnTb peaKunii KNIMHWYECKMI Clyyait MaKynAapHOW TeneaHrnaktasmum 1-ro Tunay pebeHka 8 ner.
Matepuan u metopbl. Mpu npoBeaeHNN CKPUHUHIOBOTO 06CNeA0BaHNA B OAHOI 13 WKOA I. Ybl Y WKOAbHKKA 8 neT 6bl0o
BbIABJIEHO HMU3KOe 3peHue neBoro rasa. O6cnegoBaHne BKIKOYANO CTaHAAPTHBIN 0(TaNbMONOTMYECKUIA OCMOTP, @ TaKxe
npoBefeHne onTuyeckoi KorepeHTHoi Tomorpatduw (OKT) (Triton Topcon, Nidek Mirante, AnoHuns). ®oToperncrpaumtio rnas-
HOro AHa npoBoAunW Ha GyHAyc-kamepe Visucam (Zeiss, [epmaHus). Peaynbrartbl. OpranbMocKkonuyeckn y pebeHka ¢ Ma-
KynApHOWN TeneaHrnaktasunen 1-ro Tuna B MakynapHON 30He I0Kan130BaanCh MAKPOaHeBPU3MbI, CONPOBOXAAtOLLMECA pas-
BUTMEM MaKynapHoro oTeka. Mo aganHbIM OKT 1 OKT c nasepHoii ckaHupytoleit opTanbMOCKONVeEN 0TMeYannch NaTonoru-
YecKue M3MEHEHNA CTPYKTYP CeTYaTKN B BUAE MHOXECTBEHHbIX KUCTO3HbIX MOJ0CTEN HENPOINUTENNSA, OTIOXEHNIA MEKNX
runeppedneKTUBHBIX BKNOYEHWI, UHTPApPeTUHA/bHbIX aHEBPU3MATUYECKUX CTPYKTYP, HapylLeHNA MUKPOAHTMOapXUTEKTO-
HUKM 1 30HbI runonepdysnn. 3aknoveHue. MpeacTaBneH b HAMY KTMHUYECKWIA Ciyyali AeMOHCTpUpYyeT y pebeHKa pea-
Ky'o (hopMy MaKynApHON TeneaHrnakTasum 1-ro Tuna, 0CNOXKHEHHYIO KUCTOBUAHBIM MaKyNAPHbLIM OTEKOM. [1NA ANarHoCT1Ku
U MOHUTOPWHIa AaHHOrO 3a60NeBaHNA ONTUMaNbHbBIM ABNAETCA NPUMEHEHNE ONTUYECKON KOrepeHTHO ToMorpadum ¢ aH-
TMOPeXMMOM, 4TO 0COBEHHO BaXHO NpW AUArHocTUKe 3aboneBaHuA y AeTeil.
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Original article
A rare case of macular telangiectasia in a child

L.A. Miniazeva, G.M. Kazakbaeva

Ufa Eye Research Institute, Ufa, Russian Federation

ABSTRACT

Macular telangiectasia type 1 is usually characterized by a slowly progressive decrease in visual acuity in the 3-4 decade
of life. Although MacTel usually manifests with a slowly progressive decrease in visual acuity in the fifth to seventh decades
of life, younger patients may occasionally be diagnosed with the disease. Purpose. To present a clinical case of macular tel-
angiectasia type 1 in an 8-year-old child. Material and methods. During a screening examination in one of the schools
in the Kirovsky district of Ufa, an 8-year-old child was diagnosed with low vision in his left eye. The examination included a
standard ophthalmological examination, as well as optical coherence tomography technology (Triton Topcon, Nidek Miran-
te, Japan). Fundus photography was performed on a Visucam fundus camera (Zeiss, Germany). Results. The left eye fundus
showed microaneurysms, macular edema in the macular zone. According to OCT and OCT with laser scanning ophthalmos-
copy, pathological changes in retinal structures were noted in the form of multiple cystic cavities of the neuroepithelium, de-
posits of small hyperreflective inclusions, intraretinal aneurysmal structures and violations of microangioarchitectonics and
hypoperfusion zones. Conclusion. The clinical case demonstrates a rare form of macular telangiectasia type 1 in a child,
complicated by cystic macular edema. For the diagnosis and monitoring of this disease, the use of optical coherence tomog-
raphy with angio-mode is optimal, which is especially important when used in children.
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AKTYANIbHOCTb

aKyasapHble Teneanruskrasuu (MacTel) — penkas

IIATOJIOTUA CETYATKH, XAPAKTEPHBIM OQTAIbMO-

CKOIIMYECKMM NPHU3HAKOM KOTOPOH ABIAETCA JH-
JIATALMA KAMWUIAPOB MAKYIAPHOU 30HHI [1]. OHM OTHOCAT-
Cs1 K HEUPO/IETEHEPATUBHBIM 3200JIEBAHUAM U XAPAKTEPU-
3YIOTCS IOPAKEHUEM KJIETOK MIOJIZIEPA U COCYJOB, YTPATOU
KJIETOK HAPYKHBIX M BHYTPEHHHUX CJIOEB CETYATKU. DTO IIPH-
BOZMUT K KUCTO3HBIM U3MEHEHHAM B (DOBEOIAPHOIT OOIACTH,
YTO H4 MO3JAHUX CTAAUAX MOXKET IPUBECTU K (POPMUPOBA-
HHIO pa3phiBa [2].

B 60/ILITMHCTBE CIy4a€B 3TUOJIOT U MAKY/IAPHON TEe-
AHTUIKTA3UU HOCUT UAMONATUYECKUI XapaKkTep. JJanHoMy
COCTOAHHIO TAKKE MOTYT COyTCTBOBATDb PA3/IMYHbBIE COCY-
JUCTBIE U BOCTIAIMTENIbHBIE 32001€BAHUA ITIA3HOIO JHA, Ta-
KHME KAK TUA0ETUYECKAS PETUHONATHSA, TUIIEPTOHNYECKAS
AHTMOPETUHONATHA, OKKJIIO3Us BEH CETYATKA U T.A. [3].

BriepBble TEPMUH «PETHHAIbHBIE TEJIEAHTUIKTAZUN» ObLI
npeanoxeH B 1808 1. K. I'pace. /laHHOE NOHATUE OH CBSI-
3BIBAJI C U3BMEHEHHUAMU MUKDPOLIUPKYIATOPHOIO PyC/Ia CO-
CYZIOB CETYATKH, B YACTHOCTH, C HEPABHOMEPHOH JujaTa-
U 1 HECOCTOATEILHOCTBIO COCYIOB. B 1968 1. J. Gass u
R. Oyakawa BBE/IM TEPMHUH «MAUONATHYECKHE IOKCTA(OBE-
OJIIPHBIE PETUHAIbHBIE TEJICAHTUIKTA3ZUN> U PA3PAOOTAIN
MIEPBYIO KIACCU(DUKALIUIO, B OCHOBY KOTOPO OBUIM IOJIO-
SKEHBI JIAHHBIE O(PTATBMOCKONINHU U (PIIOOPECLIEHTHON aH-
ruorpadpun. B 1993 r. J. Gass u B. Blodi o6nOB1MIN 3Ty K1ac-
CH(UKALIMIO, PA3AEINB UAUONIATHYECKUE IOKCTA(POBEOIAP-
HBIE TEJICAHTUKTA3UHU Ha 3 OTACIbHBIE I'PYIIIBI C JBYMS IO -
rpynnamu (A 1 B) B Kax/10i1, Ha OCHOBE JIEMOTI'PA(PUUIECKUX
KPUTEPUEB U KIMHUYCCKON KaPTUHBI [4-6].

s MacTel 1-ro Tuna XapakTepHO OJHOCTOPOHHEE
MOPAKEHUE C CEPO3HON IKCCYAALUEN MAKYJIbl M 4YaCTO-
ToH BcTpedaeMocTu 0,01%, MpeMMyIeCTBEHHO Y JIUI MYK-
CKOTr0 1ToJ1a B Bo3pacre 35—40 nert. JJaHHOoe COCTOAHUE CIe-
nyet nuddepeHnuposaTs ¢ 60ae3ubio Koarca. M3-3a fe-
IFE€HEPATUBHBIX U3MEHEHUI CETUYATKA HA (POHE JITUTEND-
HO CYIIECTBYIOMIETO OTEKA MAKYJIBI MJIH 34 CUET MOCIENY-
IOIUX OTJIOKEHUM TBEPJIBIX 3KCCY/AATOB B IIEHTPATBHOMU
30HE y MAIUEHTOB NPOUCXOJUT CHUKEHUE 3PUTEIbHBIX
¢ynxknuin [7]. Hamo OTMETUTD, YTO CBEJEHNUN O HAJTUYUHN Y
JleTel JaHHOTO 3260JI€BAHMA B HAYYHOH JTUTEPATYPE MBI
HE BCTPETUIN.

MacTel 2-ro Thna HabIIOAA0TCA B OPTAIBMOTIOTUYE-
CKOH NPAKTUKE OMHAKOBO Y44CTO KAK Y MYKYHH, TaK U Y
JKEHIWH, HAYMHAA C 4-11 IEKA/Ibl JKU3HH, UMEIOT IByCTOPOH-
HUN X4APAKTEP MOPAKEHUSA C MUHUMAIBHOU PETUHAJIBHON
3KCCy/AIMEeN Ha I71a3HOM jHe. [Ipuuynna 3a601€BaHus 10
KOHIIA HE U3y4Y€Ha U HE U3BECTHA. HEKOTOPBIE NCCIENOBA-
TEJIN CBA3BIBAIOT IPUUUHY Pa3BuThA MacTel 2-ro Tumna ¢ co-
CYZIUCTBIMU U3MEHEHHUAMH, APYTHUE CYUTAIOT UX IIEPBUYHBIM
HEHPOJIETCHEPATUBHBIM 32060JIEBAHNEM C BTOPUYHBIM BOB-
JIEYEHUEM B IIPOLIECC COCY0B CeTUATKHU. lanHas (hopma co-
[IPOBOK/AAETCH 3HAYNUTEAbHBIM CHUJKEHHUEM 3PEHUA 34 CYET

(GOpMUPOBAHNA OCIOKHEHUI B BUJE MAKYIAPHOT'O PA3PHI-
B4, ATPODUU CETUYATKU, CYOPETUHATBHON HEOBACKY/ISIPU3a-
nuu u 1.1 [4, 8, 9]. CiieyeT OTMETUTD, YTO HA PAHHUX CTa-
JIUSIX 3260JI€BAaHUSA JUarHocTuka MacTel 2-ro Tumna BeI3bIBa-
€T 3HAYUTEJIbHBIE TPYJHOCTH, TAK KAK ITAITUEHTHI HE IIPE/Ib-
SIBJISIIOT CYO'bEKTUBHBIX JKaJI00, 2 UI3MEHECHUS, BBISBIIACMBIC
I1pu 0OCIENOBAHNYI, MUHUMAIbHBL

B HayyHOM IUTEPATYPE BCTPEYAIOTCA TAKKE JAHHBIE O
CyILIeCTBOBAHMH 3-10 THIIa MacTel B BU/je OKKIIO3UU U TEJIe-
AHTMAKTA3UU B KAITWUIIPHON CceTH (POBEA OJJHOTO WU 000-
HX I71a3, BO3HUKAIOMIEH, KAK IIPABUJIO, B CBA3U C COITYTCTBY-
IOIEH HEBPOJIOTMYECKON NATONOTHEN [5].

OCHOBHBIMU HHCTPYMEHTAJIBHBIMU METO/JAMU JINATHO-
ctuku MacTel ABASIOTCS ONTHUYECKAS KOT'€PEHTHAsI TOMO-
rpadus (OKT) ceryaTky, B TOM YUCIE C AHTUOPEKUMOM,
u QmoopecuenTHas anruorpadusa. [Ina neuyenus MacTel
HAa CETOJHSAINIHUI JJEHb NPUMEHSIOTCS CIEAYIOINE METO-
JIBL: JTA3€PHASA KOATYIIALMA CETYATKH, (POTOAMHAMUYECKAS
Tepanus, MHTPABUTPEAIbHBIE UHBEKIIUHU TTIIOKOKOPTUKO-
n10B 1 anTu-VEGF-Tepanusa [10-13].

LLENb

[IpeacTaBUTh PEAKUIT KIMHUYECKUN CIydall MAKyIap-
HOM TEIEAHTUAKTA3UN 1-TO THHA y pebeHKa 8 JIeT.

MATEPWAN U METO/bI

ITpu IPOBEEHUN CKPUHHUHI'OBOT'O 0O6CIIE/JOBAHMSA B O/]-
HOM 13 MKOM I. Vbl y pebeHKa 8 1eT ObUIO BBISIBICHO HU3-
KO€ 3pEHMUE OJJHOTO (JIeBOTO) Ina3a. M3 anamHesa: pebe-
HOK OT IIEPBOU GEPEMEHHOCTH, poauics B 40 HeJleNb, 6e-
PEMEHHOCTD U POJIBI IPOTEKAIN 6€3 OCIOKHEHNUH. CHUXKE-
HHME 3PEHUSA POJUTENN PEOEHKA OTMEYAIOT U CBA3BIBAIOT
C BaKI[MHAIIMEN B 2-JI€THEM BO3pacTe. Habmoancs y oky-
JIMCTA 110 MECTY JKUTEJIbCTBA C ArarHo3zom: OS — ['mnepme-
Tponud C1a60I cTenenu. YacTuunas arpodus AUCKa 3pU-
TEJIBbHOIO HEPBA. C 4-JIETHETO BO3PACTA MOIb3YETCA OUKO-
BOU rurnepmeTrpudeckoit koppeknuen (OS sph +1,0 anTp
cyl +0,5 noTp ax 90).

OPTanbMOIOINYECKOE OOCIEIOBAHNUE BKIIOYAJIO BU30-
METPHIO C OIIPEJIEIEHUEM MAKCUMAIbHON KOPPUTUPOBAH-
HOM ocTpOoTHl 3penus (MKO3), aBTopedpaKkTOMETPHIO, TO-
nomerpuio, naxumerpuio (Tonoref Nidek, Anonusa), OKT
(Triton Topcon, ANOHMA), B T.4. C TA3EPHON aHTHOTpaduen
(Nidek Mirante, Anonus). POTOPErUCTPALMIO INTA3HOIO JHA
IpOBO/IMIN HA PyHAYC-KaMepe Visucam (Zeiss, [epmanus).

PE3Y/IbTATbI N OBCYXKAEHUE

OcTpoTa 3peHus NPaBoro rina3a cocrasuiaa 1,0. JanHbeie
apropedpaxkromerpun: sph +0,50 aorp cyl —1,00 aoTp ax
178°. Pe3ynsrarel TOHOMETPUM M MTaXuMeTpuu — 17,0 MM
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PT.CT. ¥ 564 HM COOTBETCTBEHHO. [lepeHunit OTpe3oK 6e3
MIATOJIOTUYECKUX U3MEHEHUM, OITUYECKUE CPEABI IIPO3PAU-
uele. [Ipr OPTAIBMOCKONNY IVIA3HOTO IHA U IPOBEAEHUU
OKT npaBoro r1aza naToJloru4eCKuX U3MEHEHNUI OOHAPY-
JKEHO HE OBLIO.

OcTpoTa 3peHus AeBoro rinasa cocrasmiaa 0,1 (e xop-
purupyer). ITokazarenu apropedpakromerpuu: sph +2,75
anrp cyl —1,25 aorp ax 173°. JIJaHHbIE BHYTPHUIJIA3HOTO /1B~
nenus (BIJ]) 1 maxuMeTpUM COCTABWIM COOTBETCTBEHHO
18,0 MM pT.CT. 11 567 HM. OG'BEKTUBHO: 1713 CIIOKOMHBII, TIe-
PENHNNI OTPE3OK 6€3 MATONIOTMYECKUX M3MEHEHUH, ONITHYE-
CKHE Cpeibl NPO3pavHble. KIMMHUYECKAA KAPTUHA XAPAKTE-
PU30BAIACH HUIMYUEM MHOKECTBEHHDIX TEICAHIMAKTA3UN
B LIEHTPA/IbHON 30HE CETYATKU. BOKPYT IMCKA 3PUTENBLHOTO
Hepsa ([I3H), Ha cpepnen nepudepun BO BHyTPEHHEM U Ha-
PY’KHOM CETMEHTAX CETYATKA UMEINCh MHOKECTBEHHBIE O€-
JIO-JKENTBIE OKPYITIBIE OYAKKU, C YETKMMU I'DAHUIIAMH, CJIET-
K4 BO3BBIIIAIONINECA HAJI YDOBHEM CETUYATKHU, BUYATTU3UPO-
BQJIMCh €IMHUYHbBIE T€MOPPArUU. B MaKyJIIpHOI 30HE OIIpe-
JENAIICA OKPYIVIBIIA (POPMBI, HE3HAUYUTENIBHO IIPOMUHHUPYIO-
M KUCTOBU/IHBINA OYaI CBETJIO-CEPOTO UBETA (Puc. 1).

Ipu nposegennn OKT neBoro rnasa (puc. 2) 6bUIA Bbl-
ABJIEHDI Iepopmanysa npoduid (POBEATbHOM AMKH 34 CYET
KHUCTOBHUJHOTO OTE€KA MAKYJIbI, MHOXKECTBEHHBIE KHCTO3HBIE
TIOJIOCTH HEHPOIMUTENHS, OTIOKEHUE METKUX runepped-
JIEKTUBHBIX BKJIIOYEHUH, B HEKOTOPBIX CPE3AX ITPOCIEKIBA-
JIUCb MHTPAPETUHAJILHBIE AHEBPU3MATUUECKUE CTPYKTYPHL
BpicoTa OTEKA MAKYJIBI JOCTUTANA 445 MKM.

Puc. 1. Poto rnasHoro gHa nesoro rnasa pebeHka 8 net ¢ MakynspHom Tene-
aHruakTasmeit 1-ro Tuna. Iuck 3putenbHoro Hepea 61e4H0-PO30BbIN, KOH-
Typbl €ro YeTKue. B MaKynsapHoi 30He onpefenAaeTca OKpyrno Gopmbl, He-
3HaYNTeNbHO NPOMUHMPYHOLWMIA KMCTOBUAHDBIN 04ar CBeT0-ceporo LiBeTa. Bo-
Kpyr AWCKa 3puTeNbHOrO HepBa Ha cpefiHel nepudepui Bo BHYTPEHHEM U Ha-
PYKHOM CErMeHTax CEeTYaTKN UMEOTCA MHOXKECTBEHHbIe Beno-xenTbie OKpyr-
Nble 0YaXKU, C YETKUMMN TPaHWLaMK, ClIerKa BO3BbIWALMeca Haj ypoB-
HeM CeT4aTKU, eAMHNYHble reMoppariu U MHOXECTBEHHble TefleaHrN3KTa3num

Fig. 1. Fundus photograph of the left eye in an 8-year-old child with macular
telangiectasia type 1. The optic nerve head is pale pink, the contours are clear.
In the macular zone, a light gray rounded cyst-shaped slightly prominating
focus is determined. Around the ONH on the middle periphery in the inner and
outer segments of the retina, there are white-yellow rounded foci, with clear
boundaries, slightly rising above the level of the retina, single hemorrhages
and multiple telangiectasia

JIJ1s1 yTOUHEHUS IATrHO3a U TPOBeieHUs Tud depeHITr-
AJIbHOM JUArHOCTUKM OBIJIN IPOBEJIEHBI J1A60OPATOPHBIE TE-
CTBI U ONIPEJIEIEHBI AHTUTENA K UH(PEKIUAM, B PE3Y/IBTATE
KOTOPBIX 6blIM OO6HApYKeHbI IgG K BUpyCcaM DHIINTEHHA—
Bapp 1 DUTOMETATOBUPYCY, YTO HE UCKIIOYAIO U BO3ZMOXK-
HYIO CONYTCTBYIOLIYIO BOCHAJIMTEIBHYIO IATOJOTHIO I71a3-
HOT'O JJHA JIEBOTO IJ1a34.

Ha ocHoBaHuM X106, aHAMHE3A, KIMHUYECKUX U UH-
CTPYMEHTAIBHBIX METOJOB OOC/IEJOBAHUA OB yCTAHOBJIEH
Juarnos: OS — MakynsapHas TEJIEAHIMIKTA31A 1-T0 THIIA, OC-
JIO)KHEHHA51 KUCTOBUJHBIM MAKYJISIDHBIM OTEKOM. PEGEHKY
6bUI1a PEKOMEH/JOBAHA JIA3€PHAsA KOATYJIALIMA CETYATKHU, I1PO-
THUBOBOCHAINTENbHAS (6pOMPEHAK, JEKCAMETA30H — B Ka-
IUIAX), IPOTUBOOTEYHAA (MHCTWUIALIMA JOP30JaMHU/a) U
NPOTHUBOBUPYCHAA (BHYTPb — BAJIOLIMKJIOBUP B TA0JIETKAX)
TEPAIHU.

3AK/IOYEHUE

[IpencraBaeHHbIl HAMU KIMHUYECKUN CIydail JeMOH-
CTPUPYETy pe6EHKA PENIKYIO (POPMY MAKYJIAPHOU TEJICAHTU-
39KTA3UU 1-I0 TUIIA, OCTIOKHEHHYIO KUCTOBUAHBIM MAKYJIAP-
HBIM OTEKOM. JIJ11 TUArHOCTUKA U MOHUTOPUHI'A TAHHOTO
32060J1€BAaHUS ONITUMAJIBHBIM SBJISIETCS IPUMEHEHUE ONTU-
YECKOH KOI'€PEHTHON TOMOIPAUH C AHTHOPEKHUMOM, YTO
OCOOEHHO BAXKHO, YIHUTBIBASI €€ HEMHBA3UBHBIN XapaKTep,
IIPYU UCIIOJIb30BAHUU Y I€TEN.

74 TOYKA 3PEHNA. BOCTOK - 3ATMAJ < POINT OF VIEW. EAST - WEST- Ne 2 - 2022



Pedkuli cnyyali MakynAapHol meneaHauskmasuu 1-20 muna y pebeHka

CJIY4AU U3 NMPAKTUKHN
CASE REPORT

oS (3)) # OS(L)

GofR) o [OSL) o) [GS0 el [BoR) woy [BoR) wW BS0 w [BS0 %W oR =9 [BoR) %] B8] #°]
= - —

(&) @ OS(L)

[

OO w5 [OST) =0 BS0 %& [6oR) =5 [66R w5

B @ s

—_—

N Arter bt Arter
/10202 0102021

T

% [O0[R) w2y [OS[) =%

Ra Rada Arter
08102021

Puec. 2. OKT B ropusoHTanbHoMm (A) 1 BepTukanbHoM (B) cpese y nauvenTa 8 net ¢ MaKynAapHoW TeneaHrmakTasmei 1-ro tuna. XXenTbiMu cTpenKamMm ykasa-
Hbl MMKpoaHeBpu3Mbl. OTMeuatoTca gedopmauns npoduns hoseasbHON AMKY 33 CHET KMCTOBUAHOTO OTEKa Helpoanutenus (445 MKM), MHOXeCTBEHHble Ku-
CTO3HbIE NOJ0CTW HePO3NUTENNSA, OTIIONKEHNE MeSIKUX rneppedeKTUBHbIX BKKOYEHWIA, B HEKOTOPbIX Cpe3ax NpoCiexunBaloTca MHTpapeTuHabHble aHeB-

pu3maTyecKmne CTpyKTypbI

Fig. 2. OCT in horizontal (A) and vertical (B) section sin an 8-year-old patient with macular telangiectasia type 1. The yellow arrows indicate microaneurysms.
There is a deformation of the foveal fossa profile due to cyst-like edema of the neuroepithelium (445 microns), multiple cystic cavities of the neuroepithelium,
deposition of small hyperreflective inclusions, intraretinal aneurysmal structures are traced in some sections
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