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Llenb: Ha OCHOBaHWUM NOYYEHHOTO OMbITa NPEACTaBUTb KAMHWUYECKYHO KapTUHY aCTPOLIMTapHOM ramapTombl ceT4aTku (ArC).

Matepuan u metoabl: NPOBELEH aHAN3 MeAULMHCKOM AOKYMEHTaLMKN U pe3ynbTaToB obcnesosaHua 10 naumeHToB, KOTOpbIM B ycAoBUAX Hauwmo-
Ha/IbHOTO MEAMLMHCKOTO UCCNef0BaTeNbCKOrO LieHTPa «MeXoTpacieBoW Hay4YHO-TEXHUYECKMIA KomnieKke « MUKpoxupyprua rmasa» um. akag,. C.H.
dénoposar 3a nepmog c 2013 no 2023 rog 6611 noctasneH anarHo3s ArC. CpeaHuii Bo3pacT nauueHToB coctaBun 16 et (ot 1 mec. 4o 32 ieT). MyuunH
6b110 6, KeHWMH — 1, feTeil — 3 (0AMH ManbuvK 1 2 feBoYkK). MaupeHTam 6bi10 NPOBEAEHO NONHOE OPTaNbMONOTMYECKOe 0bCNe0BaHNE: BUSOME-
TpWA, TOHOMETPUA, NepUMeTpus, BUOMUKpOCKoNUs, 0dTaIbMOCKONUS, YNbTPA3BYKOBOE UccnefoBaHue (Y3U) B pexkume B-ckaHWpoBaHMA ¢ onpege-
NIeHUEM JI0KaNIN3aLMmn U pa3mepoB 04ara, a TaKKe Ha/MuuA BTOPUYHOW OTC/IOMKM CETYATKM, ONTUYECKasA KorepeHTHas Tomorpadusa (OKT).
Pe3ynbratbl: cpesHsas ocTpoTa 3peHus (O3) nauneHToB Ha MOMeHT obpalleHus coctasuna 0,7 (ot 0,16 go 1,0). O3 y aeTeit maasLwero Bo3pacTa onpe-
fenanacb CybbeKTUBHO MO CNEKEHMIO 33 ABVKYLLMMUCA NPeAMETaMu. Bee 1eTU eMOHCTPMPOBaANU GUKCALMIO U aKTUBHOE CIEKEHUE 33 NPELMETOM.
BonblumHcTBY naumeHToB (n=8; 80%) auarHo3 AIC 6bln NOCTaBAEH HAa OCHOBAHWU KAMHUYECKON (0dTaibMOCKOMMYECKOMN) KapTUHbI [1a3HOTO AHa,
ZAaHHbIX Y3 1 OKT. CpegHsas Bbicota AIC coctasuna 1,7 mm (o1 1,0 go 3,2 Mm), cpesHAs NpoTAXEHHOCTb — 4,2 mm (0T 0,4 £0 7,6 Mm). Bo Bcex cnyyanx
no pesynsTatam B-ckaHMpoBaHMA 06pa3oBaHNe UMENo BbICOKYIO rMnepaxoreHHocTb. Mo pesynbratam OKT y 4 nauMeHToB MMeNUCh 0bLLMe AnA HUX
NPU3HAKK — YTONLLEHWE HEMPOSNUTENNA C HAIMYMEM ONMTUYECKM MYCTbIX NPOCTPAHCTB, MMEIOLLMX J0bYaTbIf BUA, (MO TUMY «U3bEAEHHBIX MONbIOY),
Y OCTa/ibHbIX MaLMeHTOB HabN0AaN0Ch TOMOreHHOE runeppedIeKTUBHOE YTONLLEHWE HEMPO3NUTEeMs B 30He oyara. Y AByx nauueHTos (20%) umen
MECTO KUCTO3HbI MaKyNAPHbIA OTEK B pOBea 1 BTOPMYHAA NAOCKaA OTCNOMKA HEMPOINUTENNA, PAaCNPOCTPAHAIOLLECA OT raMapToMbl K poBea.
3aknioueHue: auddepeHumanbHas amarHoctuka AIC umeet 60/bLLOE 3HAYEHME, MOCKO/IbKY OHA MOMET ObITb OLIMBOYHO AMAarHOCTMPOBAHA KaK peTu-
Hobnactoma (PB) v, cnepoBaTenbHo, NoABepraTbc HEO60CHOBAHHOMY M arpecCMBHOMY JIEYEHUIO.

KntoueBble cnosa: acmpoyumapHas 2amapmoma, dudgepeHyuansHas OUaz2HOCMUKA, KAUuHU4YecKue ocobeHHocmu, yabmpassykosoe ucciedosa-
Hue, omuy4ecKas Ko2epeHmHas momoapagus.
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RETINAL ASTROCYTIC HAMARTOMA: CLINICAL FEATURES
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S. Fyodorov Eye Microsurgery Federal State Institution, Moscow, Russian Federation

Objective: To present the clinical features of retinal astrocytic hamartoma (RAH) based on the acquired experience.

Methods: Medical records were analyzed on 10 patients diagnosed with RAH at the S. Fyodorov Eye Microsurgery Federal State Institution, Moscow,
Russia, between 2013 and 2023. The average age of the patients was 16 years (range, 1 month — 32 years). Among these patients were 6 men, 1 woman,
and 3 children (1 boy and 2 girls). The patients underwent a comprehensive ophthalmological examination, including visometry, tonometry, perimetry,
biomicroscopy, ophthalmoscopy, and B-scan ultrasonography to determine the location and size of the lesion, as well as optical coherence tomography
(OCT) for secondary retinal detachment.

Results: The average visual acuity (VA) of patients at the time of diagnosis was 0.7 (range, 0.16-1.0). VA in young children was assessed by tracking
moving objects. All children were able to fixate and actively track the object. Most patients (n=8; 80%) were diagnosed with RAH based on the clinical
(ophthalmoscopic) picture of the fundus, ultrasound, and OCT data. The average height of the RAH was 1.7 mm (range, 1.0 to 3.2 mm), and the average
length was 4.2 mm (range, 0.4 to 7.6 mm). In all cases, the B-scan results showed lesions with hyperechogenicity of high amplitude. 4 patients displayed
common signs — thickening of the neuroepithelium with optically empty spaces with a lobulated, "moth-eaten" appearance on the OCT. In contrast, the
remaining patients had a homogeneous hyper-reflective thickening of the neuroepithelium in the lesion area. Two patients (20%) had cystoid macular
edema in the fovea and secondary flat detachment of the neuroepithelium extending from the hamartoma to the fovea.

Conclusion: Differential diagnosis of RAH and retinoblastoma (RB) is crucial because, if misdiagnosed, it leads to unnecessary and aggressive treatment.
Keywords: Astrocytic hamartoma, differential diagnosis, clinical features, ultrasound, optical coherence tomography.
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BBEAEHMUE

ATC— 370 peaKas obpoKayecTBeHHas IIManbHas Onyxob, Npo-
UCXOAALLAA U3 aCTPOLMTOB CNOSA HEPBHbIX BOMIOKOH [1, 2]. 310 nopa-
YKEHME MOXKET bbITb M301MPOBAHHBIM 6€3 CUCTEMHOTO BOBNEYEHUS,
a TaKKe MOMET BO3HMKATb KaK OAHO M3 MPOSBAEHWUI Tybepo3HOro
CKneposa [3].

ATC MOXXeT UMETb Pa3/IMYHYIO I0KANN3ALLMIO: KaK LIeHTPasIbHYIo,
TaK U nepudepuyeckyto, 0a4HaKo Hambosee YacTo NOPAXKaloTCA LieH-
TpanbHble 0TAeNbl IasHoro AHa. OdpTanbmockonmyeckn AIC 06bI4HO
npeacTaBnseT coboii xentosatoe unn benecoBatoe obpasoBaHue K
MOMKET ObITb KaK KaNbGUUMLMPOBAHHLIM, TaK M HeKalbLubUumMpo-
BaHHbIM [1, 2]. MofobHas 0pTaNbMOCKONMYECKAA KapTUHA CAYKUT
npuunHov anddepeHLManbHO ANAarHOCTUHECKMX TPYAHOCTEN, B OCO-
6eHHOCTY ¢ PB — 3/10Ka4eCcTBEHHO OMNyX0/bto ceTYaTKM [4, 5], 4TO MO-
KET NPUBOANTL HE TObKO K HEMNPaBW/IbHOW NOCTAaHOBKe AMarHo3a, Ho
W K HasHauyeHuto 6osiee arpeccMBHOrO neveHuns y nauueHTos ¢ AlC.

HecmoTtpsa Ha ToT ¢aKT, uto ATC MMmeeT [0OPOKAYECTBEHHYIO
NpMpoAy W NPOTEKaeT, Kak Npasuio, 6ecCMMNTOMHO, NPU NoKanu-
3aUMM B MaKy/NAPHON 30HE M Y AMCKa 3puTenbHOro Hepea (43H) oHa
MOXKET MPUBOAUTb K CHUXKeHUI0 O3 Npu pasBUTUM BTOPUYHDBIX NPKU3HA-
KOB aKTUBHOCTW: MaKyNfpHOTO OTEKa, JIOKaNbHOM TPaHCCyAaTUBHOWM
OTC/IOMKM CeTYaTkM, 3NUpeTUHanbHoro ¢Gubposa, XopuouaanbHow
HEO0BaCKyNApM3aLMn v B bonee pesikux caydanx —4acTUYHOro remod-
Tanbma [6]. TpyAHOCTb BEAEHMA TaKUX NaLMeHToB obyciosneHa ano-
depeHLManbHON ANAarHOCTUKOM, OTCYTCTBMEM YETKMX PEKOMEHAALMI
N Pa3po3HEHHbIMW AaHHbIMK B MTepaType no nedveHuto AIC ¢ npu-
3HaKamu akTMBHOCTM [7].

LLENb UCCNEAOBAHMUA

Ha ocHOBaHWM NONYYEHHOTO OMbITA MPELACTaBUTb KIMHUYECKYIO
KapTuHy AlC.

MATEPUAN U METOADbI

MpoBeAEH aHaN3 MeAULMHCKOM LOKYMEHTALLMK U PE3YNLTAaTOB
obcnenosaHua 10 NaUMEHTOB, KOTOPbIM B YCN0BMAX HaumoHanbHOro
MEAMLMHCKOTO UCCAEA0BATENBCKONO LIEHTPA «MeXKoTpacneBol Hayy-
HO-TEXHUYECKMI KomnneKke « MUKpOXMpyprua rasa» um. akag,. C.H.
dénoposa» 3a nepuog ¢ 2013 no 2023 rog 6bin NOCTaBNAEH ANArHO3
AIC. CpeZiHni1 Bo3pacT naumeHToB coctasun 16 net (ot 1 mec. go 32
net). My)uuH 6bi10 6, KeHwuH — 1, aeter — 3 (0AMH ManbyvK 1 2
[eB0oYKM). MaumeHTam bbino NpoBeaeHO MoaHoe odTanbmonornye-
CKoe 0bcnefoBaHMe: BU3OMETPUA, TOHOMETPUSA, NepUMeTpus, buro-
MUKpOCKonus, opTanbmockonua, Y3U B pexkmme B-cKaHMpoBaHWSA C
onpeseneHnem 0KaNn3aLMmn M pasMepoB oyara, a TakkKe Hamuus
BTOPWUYHOM OTCNOMKM ceTyaTkK, OKT.

PE3YNbTATbI

Y 6onblunHCTBa NauueHToB (n=8; 80%) AIC umena beccvm-
NTOMHbIN XapaKTep U He Bbi3blBasia anob Ha cHukeHue 03; y AByX
naumeHToB (20%) umenucb ¥anobbl Ha cHukernne 03 (0,6 1 0,16 ¢
KOppEKLMeN, COOTBETCTBEHHO) M B 060MX cydyanx bbiin obyciosne-
Hbl HaJIMYMEM MAKYNAPHOTO OTEKA U BTOPUYHOW OTC/IOWKM CETYATKM.
CpepHas O3 nauMeHToB Ha MOMEHT obpatleHus coctasuna 0,7 (oT
0,16 no 1,0). O3 y geTteit mnaglwero Bo3pacTa onpeaenanach cyob-
EKTMBHO MO CAEXKEHUIO 33 ABMNKYLMMUCA npeameTamu. Bce getu
LEMOHCTPUPOBANM GUKCALMIO U aKTUBHOE C/IEXKEHWE 33 NPEAMETOM.

BonbluMHCTBY NaumeHToB (n=8; 80%) anarHo3 ArC 6bin nocTtas-
JIeH Ha OCHOBAHWMM KAMHWUYECKON (0TalbMOCKOMMYECKOI) KapTUHbI
IN1a3HOro AHa, AaHHbIX Y3U 1 OKT. TUNWYHbIM 0$TaIbMOCKONUYECKUM
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INTRODUCTION

RAH is a rare benign glial tumor composed of glial cells lo-
cated in the nerve fiber layer of the retina [1, 2]. It is often ob-
served in patients with phakomatoses such as tuberous sclerosis
complex or neurofibromatosis and rarely as a solitary retinal mass
[3].

RAH can be found in different central and peripheral areas,
but it most commonly affects the central parts of the fundus.
Ophthalmoscopically, RAH typically appears as a yellowish or
whitish growth and can be calcified or non-calcified [1, 2]. This
makes it challenging to differentially diagnose, especially with RB,
a malignant tumor of the retina [4, 5]. Misdiagnosis can lead to
incorrect and more aggressive treatments for patients with RAH.

Although RAH is usually of little clinical significance and as-
ymptomatic. However, when located in the macular zone and at
the optic nerve head (ONH), it can cause a decrease in VA due to
the development of secondary signs of activity, including macular
edema, local transudative retinal detachment, epiretinal mem-
brane, choroidal neovascularization, and, in rarer cases, partial
hemophthalmos (intraocular hemorrhage) [6]. Managing such
patients is difficult due to the need for differential diagnosis, the
lack of clear treatment guidelines, and scattered literature data
on treating active lesions of RAH [7].

PURPOSE OF THE STUDY

To present the clinical presentation of rah based on the ac-
quired experience.

METHODS

An analysis was conducted on the medical records of 10 pa-
tients diagnosed with RAH at the S. Fyodorov Eye Microsurgery
Federal State Institution in Moscow, Russia, from 2013 to 2023.
The patients had an average age of 16 (range, 1 month — 32
years). 6 patients were males, 1 was a female, and three were
children (one boy and two girls). The patients underwent a com-
prehensive eye examination, including visometry, tonometry, pe-
rimetry, biomicroscopy, ophthalmoscopy, B-scan ultrasound to
determine the location and size of the lesion, and OCT to assess
the presence of secondary retinal detachment.

RESULTS

Most patients (n=8; 80%) had no symptoms or complaints
about decreased VA. Two patients (20%) complained of de-
creased VA with uncorrected distance visual acuity (UDVA) and
corrected distance visual acuity (CDVA) of 0.16 and 0.6, respec-
tively, due to macular edema and secondary retinal detachment.
The average VA of patients at the time of presentation was 0.7
(range, 0.16-1.0). VA in young children was assessed subjectively
by their ability to track moving objects. All children showed fixa-
tion and active tracking of the object.

Most patients (n=8; 80%) were diagnosed with RAH based
on the clinical (ophthalmoscopic) picture of the fundus, ultra-
sound, and OCT data. A typical ophthalmoscopic manifestation of
RAH was whitish or yellowish-white rounded, slightly protruding
lesions with clear contours closely associated with the optic disc;
calcified lesions had a characteristic "mulberry" pattern. These
patients were referred to the S.. Fyodorov Eye Microsurgery
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npossneHnem AIC 6bi10 Hannyme BenecoBaTbiX UK KenToBaTo-be-
NbIX OKPYIbIX, CIETKA MPOMMUHMPYHOLLMX 04aroB € YETKMMM KOHTYpa-
MM, MIHTUMHO conpuKacatowmxca ¢ [3H; KanbumduumposaHHble ova-
TV UMENW XapaKTepPHYO KapTUHY MO TUMY «TyTOBOM Arogpl». [aHHble
naLyMeHTbl OblNM HanpaBAeHbl B HaLLE YYPeXAEeHUE C AUMArHO30M «HO-
BOO6Pa3oBaHWe xoprongen» 6e3 yTouHeHus.

Bo Bcex cnyyaax AIC umenn nocTaKBaTOPMANIbHYIO JIOKAaNU3a-
LMI0 B LIEHTPaNbHbIX OTAEMaX [1a3HOTo AHa: Y 9 naumeHToB (90%) ony-
XO/1b Pacnonaranach HKCTananuANAPHO, Y OAHOTO NauueHTa — napa-
doseonapHo (10%) (puc. 1-4).

CpeaHsns BbicoTa AIC coctaBuna 1,7 mm (o1 1,0 go 3,2 mm), cpea-
HAA NPOTAXKEHHOCTb — 4,2 MM (0T 0,4 oo 7,6 mm). Bo Bcex cnyyasnx no
pesynbTaTam B-CKaHMpoBaHMA 06pa3oBaHME MMENO BbICOKYHO rMneps-
XOTeHHOCTb; OTCYTCTBME aKYCTMYECKOM TEHM B Cly4ae HeKanbLduum-
POBaHHbIX aCTPOLIMTOM U €€ Hasmume npu Kanbuudukaumm obpaso-
BaHMI. BTOpMYHas OTC/10/iKa ceT4aTKu, No AaHHbIM Y3/, He BbisiBNeHa
HY B OAHOM C/ly4ae.

Mo pesynbtatam OKT, y 4 NaupeHToB MMenuch oblupe s HuX
NPWU3HAKW — YTONLLEHWE HEMPOINUTENNA C HANMYMEM ONTUYECKU My-
CTbIX MPOCTPAHCTB, MMEIOLLMX A0/bYaTbIV BUA, (MO TUMY «U3beAEHHbIX
MO/IblO») (pUC. 5), Y OCTa/bHbIX NaLMEHTOB HabAAN0Ch TOMOrEHHOE
runeppednekT1BHOE YTONLLEHME HEMPOINUTENNA B 30HE oYara (puc. 6).

Y aByx nauneHToB (20%) MMENU MECTO KUCTO3HbIV MaKy/IAPHbIN
OTEK B (poBea M BTOPUYHAA MIOCKaA OTCNOMKA HEMPO3NUTENnA, pac-
NPOCTPaHAIOLLEca OT ramapTombl K dosea.

Federal State Institution, Moscow, Russia, with an unspecified
diagnosis of choroidal neoplasm. In all cases, RAH was localized
post-equatorially in the central parts of the fundus: in 9 patients
(90%), the tumor was located juxtapapillary. In one patient (10%),
RAH was in the peripheral retina, specifically the parafoveolar
area (Fig. 1-4).

The average height of the RAH was 1.7 mm (range, 1.0-3.2
mm), and the average length was 4.2 mm (range, 0.4-7.6 mm).
Based on the B-scan results, the lesion appeared hyperechogenic
with high amplitude in all cases. Non-calcified astrocytomas do
not show an acoustic shadow, while calcified lesions do display it.
The ultrasound did not detect any instances of secondary retinal
detachment. Based on the OCT results, 4 patients exhibited com-
mon signs, such as thickening of the neuroepithelium with opti-
cally empty spaces that had a lobulated, "moth-eaten" appear-
ance (Fig. 5). The neuroepithelium in focus showed homogenous
hyperreflective thickening in the remaining patients (Fig. 6).

Of 10 patients, 2 (20%) had cystoid macular edema in the
fovea and secondary flat detachment of the neuroepithelium ex-
tending from the hamartoma to the fovea.

One patient was initially diagnosed with retinocytoma by
an ophthalmologist in the place of residence. During the exam-
ination, a prominent, rounded, whitish lesion with a "fluffy" sur-
face was observed near the center of the retina. After conduct-
ing ultrasounds and OCT scans and observing the absence of

Puc. 1 ®omo 2na3zHo20 0Ha npu AIC (napaghoseonspHasa 10Kau3a-

yus)
Fig. 1 Fundus photograph of RAH located in the parafoveolar area

Puc. 2 ®omo 2na3Ho20 OHa npu AIC (KapmuHa no muny «mymogol
A20061»)
Fig. 2 Fundus photograph of a mulberry-like lesion consistent with RAH

Puc. 3 ®omo ena3Ho20 OHa npu AI'C (pacnosoxeHsl oKcmananuaap-
Ho 2 o4aea)
Fig. 3 Fundus photograph of 2 juxtapapillary RAH

Puc. 4 omo 2na3Ho20 OHa npu ATC (pacnonoxceHHbIl oKcmananus-
n1apHo 1 oyae)
Fig. 4 Fundus photograph of a juxtapapillary RAH
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Y 04HOro NaLMeHTa Nno MecTy KWUTebCTBa OblN YCTaHOBEH AM-
arHo3 «petnHouuTomay. Mpu 0bpaLLeHMMN HA 1IA3HOM LHe BU3Yanu-
3MPOBANCA NPOMMUHUPYIOLLMIA OYar oKkpyrioi dopmbl benécoro Lpeta
C «MYLUMCTO» NMOBEPXHOCTbIO NapadoBeonspHON NoKanmsauuu. Mpo-
BeaeHue Y3, OKT, a Tak»Ke OTCYyTCTBME XapaKTePHbIX NPU3HAKOB pe-
TUHOUMTOMbI NMO3BOIUAM HaM NOCTaBUTb AnarHo3 AlC [8].

McTopurs NOCTaHOBKM NPaBU/IbHOTO AMArHo3a y 04HOro nalueH-
Ta (pebéHka) bblna Becbma 3aTpyAHUTENbHOM M Havanach ¢ 2012 roga,
Korga y pebéHka 6blm 3adUKCMPOBaHbI ANUENTUYECKHUE NPUCTYMbI.
Mpu ocmoTpe 0dTaNbMOIOra N0 MECTY ¥KUTENbCTBA Dbl YCTAaHOBNEH
ZAmnarHo3 PB n1eBoro r1asa, M NPoBefeHO 6 KypcoB CUCTEMHOM MOAU-
xumuotepanuu (MXT). YuuTtbiBas oTCyTCTBUE AMHAMMUKM, MALMUEHT BbIN
HanpaB/IEH B Halle yYpexaeHne ANa pelleHns Bonpoca O Lienecoo-
6Ppa3HOCTV IOKA/IbHOTO ieveHms. bblno npoBegeHo 3 Kypca TpaHcny-
NMUANAPHOW TepMoTepanuu Ha ovarn obowx mas. Ha ¢oHe nposoay-
MOr0 /leyeHns bblna oTMeyeHa CNnabononoKuTeNbHas AMHAMMKA B
BULE YACTUYHOW perpeccmm o4aros 06omx rnas. Mpu 0cMOTPE KOKHbIX
MOKPOBOB y pebEHKa Bblin BbiABNEHbI MATHA 6E10r0 LBeTa Ha Koxe
BEPXHUX U HUMKHMX KOHEYHOCTEMN. YUMTbIBAsA Cabblii OTBET OMyXonu
Ha cucteMHyto MXT 1 NOKaZIbHOE IEYEHNE, OTCYTCTBUE MPOAO/KEH-
HOTO POCTa 0YaroB, HaAM4Me COMyTCTBYHOWEH HEBPONOTUYECKOW
CMMMNTOMATVKM U KOXKHbIX M3MEHEHUI y pebéHKa bbln 3anofo3peH,
a BNOCNEACTBUM, NPU KOHCYNLTALMU HEBPOAOTa, YCTAHOB/IEH AMArHO3
Ty6epOo3HOro CKIepo3a C rasHbIMU NPOABAEHUAMU B BULE MY/IbTU-
¢bOKaNbHbIX raMapTOM CETYATKM.

[lns BCcex NaumMeHToB AETCKoro Bo3pacTa (n=3), co cioB poauTe-
New, anob Ha cHukeHne 03 0TMeYeHo He 6biNo, BO BCEX C/TyHasX 3TO
6blna cnyyaiHas oGTasbMONOTMYECKANA HaXOAKa.

90% naupmeHToB (n=9) B Hallem uccneaoBaHUM HaXoAATCA Moa,
AMHAMWYecKUM HabntogeHvem. OAWH NaUMEHT C HAIMYMEM BTOPUY-
HbIX M3MEHEHUI BblN NposeYeH METOLOM TPAHCMYMUANAPHOW Tep-
moTepanuu (810 HM) co cnabononoKUTENbHOW AMHAMWUKOMN B BUAE
YMEHbLUIEHWA BbICOTbI OTC/IOMKN HEMPO3NUTENNA U BbICOTbI MaKyiAap-
Horo oTéKka 6e3 nsmeHeHwus 03.

OBCYXAEHUE

OnddepeHumanbHan guarHocTMka AIC BKAtoyaeT B cebsa Lwu-
POKMI CNEKTP HO30/10MMI, 0O4HAKO Hambonee yacto AIC npuxoamTcs
andodepeHumpoBaTtb ¢ PB 1 0CTEOMOIA, YTO M MOAYEPKMBAET 3HAUM-
MOCTb AaHHOM NPobaembl, TaK Kak HENPaBMIbHO NOCTaB/EHHbIN Ana-
FHO3 MOET NPUBECTM K YAANEHUIO [Na3HOTO A6/10Ka, YTO paHee onu-
cbiBann 1985 r. Drewe RH et al, koTopble 3anogo3puau PB 1 npuHaam
peLleHNEe O NPOBEAEHWUM SHYKEALMM NOPaXKEHHOrOo rnasa. fcrono-
TMYECKOe WUCCNEA0BAHME He BbIABMAO MPU3HAKOB 3/10KAYECTBEHHOW
Onyxonu cetyatkm [9].

MpuunHOW OWMOOYHOW AMArHOCTUKM ABAAETCA CXOAHAA Kau-
HMYeCKan KapTuHa HeKkanbLuuduumMposaHHbIx AFC u manblx PB Kak no
JaHHbIM 0TasIbMOCKONMK, TaK M No gaHHbIM Y3U 1 OKT. Hepeako no-
CTaHOBKE NPaBW/bHOIO AnarHo3a AI'C moryT Nomoyb Takue NPU3HaKu,
KaK YETKME rpaHuLLbl, OTCYTCTBUE MUTAKOLLMX COCYL0B U BUTPEASIbHBIX
OTCEBOB, @ TAKKE Ha/IMUME NMOPAXKEHHBIX BHYTPEHHUX C/I0EB CETYATKMY,
BK/1104As C/10M HEPBHbIX BONOKOH Mo AgaHHbiM OKT. [ns PE e bonee
XapaKTEPHO MoparKeHWe BCEX CNIOEB HEMPOCEHCOPHOW CETYATKK, YTO
otnyaet eé ot AIC. 06wmm npusHakom ans AFC u PB moskeT 6biTb
Hanyne BHYTPMONYXONEBOW KanbLUybmKaLmm no AaHHbIM OKT, oaHa-
KO TUNMYHbIM a1 ATC cnykuT Hanmume Ha OKT aKyCcTUYeCcKmX nycToT —
KapTWHA MO TUNY «M3beLeHHbIV MO/IbIO», YTO He XapaKkTepHo ans PB.

YTO Ke KacaeTcsa OCTEOMbI, TO, MO AaHHbIM IMTEpPaTypbl U Ha-
WKMM HabaloLeHNAM, TUNMYHO OHA NPEACTaBAAET COOOM, KaK NpaBu-
no, 6onee OBWMPHDIA MIOCKONPOMUHUPYIOLLMIA, CYBPETUHAMbHDIN,
PaCcMoNOMKEHHbIN NOCTIKBATOPMA/IbHO OYar KenToBaTo-bes10ro LBeTa
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Puc. 5 OKT nauueHma ¢ AIC no muny «u3be0eHHbIl MOsbio»
Fig. 5 OCT of a patient with RAH demonstrating characteristic
“optically empty spaces” (moth-eaten areas)

Puc. 6 OKT nayueHma c AI'C
Fig. 6 OCT of a patient with RAH shows homogenous thickening of the
neuroepithelium

characteristic signs of retinocytoma, the diagnosis was changed
to RAH [8].

The diagnostic process for a child patient was challenging.
It began in 2012 when the child was diagnosed with epileptic sei-
zures. An ophthalmologist at the place of residence established
a diagnosis of RB in the left eye, and 6 cycles of systemic che-
motherapy (SCT) were administered. With no improvement, the
patient was referred to the S. Fyodorov Eye Microsurgery Federal
State Institution, Moscow, Russia. Three cycles of transpupillary
thermotherapy were performed on lesions in both eyes. Some
regression of the lesions in both eyes was noted during the treat-
ment. White spots were also found on the skin of the child's up-
per and lower extremities. The tumor showed a weak response
to treatment, but there was no continued growth of lesions. The
patient also had neurological symptoms and skin changes. As a
result, the diagnosis of tuberous sclerosis with ocular manifesta-
tions, specifically multifocal retinal hamartomas, was made.

According to parents, all pediatric patients (n=3) had no
complaints of decreased VA; in all cases, this was an accidental
finding during an ophthalmological examination.

Of 10 patients, 90% (n=9) in our study are followed up. One
patient with secondary changes was treated with transpupillary
thermotherapy (810 nm) with some decrease in the height of
neurosensory retinal detachment and macular edema without
changing VA.

DISCUSSION

RAH differential diagnoses include multiple entities, with
priority given to RB and osteoma. Upon receiving an inaccurate
diagnosis, patients may undergo unnecessary surgical proce-
dures, including the removal of an affected eyeball. For instance,
there was a case where RB was suspected, leading to the enu-
cleation of the affected eye. Subsequent histological examination
revealed no malignant retinal tumor [9].



Aposoit AA c coasm. AcTporiutapHasi TaMapToMa ceT4aTKI

BECTHMK ABMILIEHHEBI
Tom 26 * No 3 * 2024

C YETKMMM FPaAHMLLAMU, C XapaKTepHbIMM NpusHakamu Ha OKT B Buae
Y4aCTKOB 3aTEHEHWA, HaNNYMA YTONLLEHWUA COCYAUCTON 0BON0YKM U
aTpOdMK BbiLLeNeKaLLMX C/I0EB CETHATKM, YTO HexapakTepHo ana AlC
[10]. Y3U B pekume B-cKaHMPOBAHMA NO3BOASAET BbIABUTb MMMNEPIX0-
reHHOEe MopaKeHNe XOPMOUAEN C aKyCTUYECKOW TEHbIO, YTO COOTBET-
CTBYET KasbLydmKaLmy; nofobHasa akycTUyeckas TeHb Habtogaetca
Y KanbupduumpoBaHHbIx ATC, HO C MeHee BbIpaXKeHHOW rMnepaxoreH-
HOCTbt0. KapAWHaNbHbIM A1 OCTEOMbI MPU3HAKOM CNYXKUT U BblAB/E-
HMe KOCTHOM TKaHW Npu MPOBeLEeHUM KOMMbIOTEPHOW Tomorpadum,
yTo nossonset guddepeHumposaTb eé ¢ AIC, ouarv KOTopoi Ha AaH-
HOM WUCCnefoBaHWK, BBUAY HEOONbLUMX Pa3MepoB, TPYAHbI K BU3ya-
nmsaumnm [11, 12].

KnuHunyeckas KaptvHa AIC B Halwmnx HabatogeHUAX coBnaaaeT ¢
KAMHUYECKON KapTUHOW, NpeacTaBNeHHOW aBTopaMu B 3apybexHom
nutepatype. ATC yalue HabntofaeTcs B LLEHTPabHbIX OTAE/aX /1a3Ho-
ro AHa y [13H, pexe — B Apyrux otaenax cetyaTku, Kak no Hawmm pe-
3ynbTaTam, Tak 1 No AaHHbIM Sauvan L et al (2017) [2]. Kak no Hawmm
[aHHBIM, TaK U MO AaHHbIM 3apybexkHoV nnTepaTypbl 0dTasIbMOCKO-
nuyeckunii Bug ArC obbl4HO NpeacTaBnAaeT cobow KENTbIN unn benbii
NPUNOAHATBLIV OYar € YETKO OYepYEHHbIMM rpaHuLamu. MopaxeHua
06bI4HO MMEIOT BUA MHOTOL0/1bYATON KTYTOBOM ATOAbI»; OAHAKO OHU
MOryT 6bITb NMAOCKMMU U NONYNPO3PAYHBIMUK, U UMEHHO B [aHHbIX
cnyyanx audodepeHumanbHan amarHoctnka AFC ocobeHHo 3aTpyaHu-
Te/IbHa M TpebyeT KOMMIEKCHOW OLLEHKM JaHHbIX 06C1e[0BaHWA U Au-
Hammuyeckoro HabntogeHua [13].

AI'C moryT 6bITb M30/IMPOBaHHbIMK, HO Y AeTeil Hepeako ArC
CNYKWT OAHWUM U3 NPOABAEHMI TYBEPO3HOTO CKNepo3a, XapaKkTepusy-
FOLLIMMCS HAaZIMUMEM KOMKHBIX NposBneHui, nopaskeHvem LIHC n 06-
pa30BaHNEM MHOMECTBEHHbIX FAMapTOM Ha [1a3HOM [iHe, 4TO paHee
6b110 ONMcaHo B KAMHMYeckom caydae C. Mishra C et al (2019) [3].
AHANOMMYHBINA KAMHUYECKUIA Cydald Bbin NpeacTaBieH M B Hallem
nccnegosaHum. Mpu sTom, 0cO6eHHOCTbIO AaHHOTO cyyas Bbiio Ha-
nyne NpeaLecTsytoLWwein XMMUoTepanMu no noBogy HenpasuabHO
nocTaBneHHoro auarHosa — PB. ocTtaHOBKe NpaBu/IbHOIO AMArHO3a
B JaHHOM C/ly4ae NOMOI/IN BbIfiBNEHWE CUCTEMHbIX NPU3HaKoB Tybe-
PO3HOrO CKAepo3a M OTCYTCTBME AWHAMMKM OYaroB Ha I1a3HOM [He
NpY UX NeYEHUN 1 NOCAEAYIOLLEM AMHAMUYECKOM HaboaeHU M.

Bonpoc neuenuna AI'C ocTaérca oTKpbITbIM. BaXHO nogvyepKHyTb,
YTO NeyeHne akTMBHOW Gpopmbl AFC B HACTOALLMI MOMEHT OCTaéTcA
CMMNTOMATUYECKMM MPW BbIIBAEHUM aKTUBHOCTM 0bpa3oBaHusA. B
nutepatype 6osiblue Bcero onmMcaHo NpuUmeHeHWe doToanMHaMuue-
cKovi Tepanuu (OAT) ana neveHns ArC. ABTopbl coobiuatoT 06 addek-
TUBHOCTU L@HHOTO METOAA NIeYeHUs NPU HaauumMmn cybpeTuHanbHOM
YKUIKOCTU U CEPO3HOW OTCNIOMKM ceT4aTKuM. [10 AaHHbIM AUTepaTypbl,
OAT adpdekTMBHA B NPeSOTBPALLEHMM 3HAUUTENBHOM NOTEPU 3PEHUA
Y MaLMEHTOB C XOPUOUAANbHOW HeoBacKynapusaumen 1 Haauunem
cybpeTMHanbHOM Kuakoctv [14]. TakKe neyeHna MoxeT notpebosathb
nossneHve remodtanbma, Yto 66110 onmcaHo Soeta M et al (2018),
KOTOpble ONWUCaM CAyYai BUTPIKTOMUM Y NaLMeHTa C peLuanBupyo-
LLVMW KPOBOMU3NNAHWAMM B CTEKNOBUAHOE TENO0 U3-3a HONbLLION 3NK-
nanuanapHo AIC [15].

Bo3MOKHOW 1e4ebHOV onLmeit TakKe MOryT bbITb UHTPABUTPE-
a/lbHble MHMMBUTOPLI aHroreHesa. Tak, Allan KC et al (2022) onvcanu
nauyeHTa ¢ ABYCTOPOHHUMM nepunanuanapHbimm ATC ¢ skccypaumen
CybpeTUHaNbHOM KMUAKOCTU B MaKy/y co CHukeHnem O3 6e3 npusHa-
KOB XOpuouAanbHOW HeoBackynAapusaumu. MauueHT bbicTpo oTpea-
TMPOBa Ha WHTPaBUTPeasIbHble UHBEKLMKU beBaum3ymaba, Yto npu-
BE/O K YMEHbLUEHUID CYOPETUHANBHOMN MUAKOCTU U KAUHUYECKOMY
ynydwenuto 03 [16].

B Hawwem uccnefoBaHnM y O4HOTO MaLMeHTa bblav BbINONHEHDI
MHOFOKPaTHbIE WHTPABUTPeaNbHble WHBEKLUWM WUHIMOUTOPOB aHrU-
oreHe3a 6e3 NoNOKWUTENbHOW OUHAMMKM, B CBA3M C Yem HalleW ne-

The challenge in correctly diagnosing RAH lies in its sim-
ilarity to small RBs in clinical presentation, ophthalmoscopy, ul-
trasound, and OCT findings. Differentiation between RAH and RB
can be made based on specific signs such as clear boundaries, ab-
sence of feeding vessels and vitreous seeding for RAH, and dam-
age to all layers of the neurosensory retina for RB. Intratumoral
calcification detected by OCT is a feature shared by RAH and RB.
However, optically empty spaces, described as a "moth-eaten"
appearance, are more typical for RAH.

In differentiating RAH from osteoma, the latter typically
presents as a more extensive, flat-prominent, subretinal, poste-
quatorial lesion of a yellowish-white color with distinct boundar-
ies. Additionally, characteristic signs of osteoma in OCT include
areas of shading, thickening of the choroid, and atrophy of the
overlying retinal layers, which are not typical for RAH [10]. B-scan
ultrasonography reveals a hyperechoic lesion of the choroid with
an acoustic shadow for osteoma, while less pronounced hypere-
chogenicity and absence of bone tissue presence via computed
tomography indicate RAH [11, 12].

The clinical picture of RAH in our observations coincides
with its de-scription in the foreign literature. According to our
results and the data of Sauvan L et al (2017), RAH is more com-
monly observed in the central parts of the fundus, and less often,
it is seen in other parts of the retina [2]. As shown by some for-
eign authors and us, ophthalmoscopically, RAH is usually seen as
a yellow or white raised lesion with clearly defined boundaries.
The lesions commonly have a multi-lobed "mulberry" appear-
ance; how-ever, they can also be flat and translucent. In these
cases, the differential diag-nosis of RAH is especially difficult and
requires a comprehensive assessment of examination data and
dynamic follow-up [13].

In children, RAH is often associated with tuberous sclerosis,
characterized by multiple hemangiomas of the skin, central ner-
vous system (CNS), and retina. This association was detailed in a
clinical case reported by Mishra C et al ( 2019) [3]. In our study,
we presented a similar clinical case where the patient had previ-
ously undergone chemotherapy for a misdiagnosed RB. The cor-
rect diagnosis was aided by detecting systemic signs of tuberous
sclerosis and the lack of changes in the fundus during treatment
and ongoing monitoring.

The management of RAH focuses on addressing symptoms,
with photodynamic therapy (PDT) being the most extensively
discussed treatment method in medical literature. Research has
demonstrated the effectiveness of PDT in mitigating significant
vision loss in individuals with choroidal neovascularization and
the presence of subretinal fluid [14]. Furthermore, in some cas-
es, treatment for intraocular hemorrhage may be necessary. For
instance, Soeta M et al (2018) reported the need for vitrectomy
in patients with recurrent vitreous hemorrhages due to a large
epipapillary RAH [15].

Intravitreal angiogenesis inhibitors may also be a potential
treatment option. A recent study (Allan KC et al, 2022) report-
ed a case of a patient with RAH exhibiting subretinal fluid in the
macula and decreased VA acuity but without signs of choroidal
neovascularization. The patient responded rapidly to intravitreal
bevacizumab injections, reducing subretinal fluid and improving
VA clinically [16].

In our study, one patient received multiple injections of in-
travitreal angiogenesis inhibitor with no positive response. Our
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ueBHOW TaKTUKO NPK BbIABAEHWUM aKTUBHOCTM ATC B BUE NOAB/EHMA
CyBpEeTUHAIbHOM XUAKOCTU U MaKyAAPHOTO OTEKa BbIN0 BbINOAHEHWE
TPaHCNYNUANAPHON TepMOTepanuu co cNabonoNoKUTENbHOM AWHA-
MWKOIA. B HacToALLee Bpems AaHHbIN NaLuMeHT HAXOAMTCA NOA, AnHa-
MUYECKMM HabaoaeHMeM.

OrpaHuyeHus uccneposanua. diyopecueHTHas aHrorpadus B
HaLLeM yupeMaeHUM 3a YKa3aHHbIN Nepuoj B JaHHOM PETPOCMEKTHUB-
HOM MCCNef0BaHNM He MPOBOAMNAC.

3AKNIOYEHUE

OnddepeHumanbHan amarHoctvka AIC nmeet 6onbluoe 3Have-
HUWe, MOCKO/IbKY OHA MOKET bbITb OLUMBOYHO AMArHOCTMPOBaHa Kak Pb
W, CNefloBaTeNbHO, MOXKET NOABEPrHYTbCA HEOHOCHOBAaHHOMY U arpec-
CMBHOMY NleyeHuto. B To Bpema kak Pb TpebyeT HezameniMTenbHoro
neyenus, AFC 06bl4HO OCTAETCA 6ECCUMNTOMHOM NPU AMHAMUYECKOM
HabntogeHun. OgHako Bonpoc neveHns AIC Npu NOSBAEHUM aKTUB-
HOCTW, NO-NpeXHemy, OCTaéTCA HepeléHHbIM, TaK KaK OTCYTCTBYIOT
pekoMeHAauMW B OTHOLIEHUN TaKTUKM BeAeHUA TakMX NaLMeHTOB, a
neyerune AIC B HacTOALLMIA MOMEHT OCTAETCA CUMNTOMATUYECKUM.

approach to treating active lesions of RAH with subretinal fluid
and macular edema included performing transpupillary thermo-
therapy, which resulted in a positive response. This patient is cur-
rently being closely monitored.

Limitations of the study. Fluorescein angiography was not
conducted at our institution during the period covered by this
retrospective study.

CONCLUSION

It is crucial to conduct a thorough differential diagnosis to
distinguish between RAH and other potential conditions, such
as RB, as misdiagnosis can lead to unnecessary and aggressive
treatment. While immediate treatment is necessary for RB, RAH
typically exhibits no symptoms during follow-up. However, there
are currently no recommendations for managing such patients,
including treating active lesions of RAH, and the focus of treat-
ment for RAH remains on relieving symptoms.
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