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KoM6uHMpoBaHHas raMapToMa ceTyaTKH
W PEeTUHANbHOIr0 NMUIMEHTHOTO 3NUTENUSA Y AETeM:
0C06EHHOCTU KJIMHMYECKOM KapTUHDI

JI.A. KatapruHa, E.B. [leucosa, H.A. Ocunosa, B.P. leTagapsH

HauuoHanbHbIA MeanLMHCKMIA UCCNeLoBaTeNbCKUI LEHTP rNasHbix bonesHen uMenn MenbMrosbua, Mockea, Poccus

AHHOTALIUA

06ocHoBaHuMe. [amapToMbl (0T rpey. hamartia — oluMbKa) NpeaCTaBNSIOT NOPOKU Pa3BuTUA, 00bYCNOBNEHHbIE aHOMasbHOM
nponmdepaumeit KNeToK B 061acTh Ux GU3noNornieckon noKkanmsaumn. Cpeam HUX 0cobblii MHTepec BbI3bIBaeT KOMOMHUPO-
BaHHas raMapToMa CeT4aTKM U PETMHANBHOMO NMUIMEHTHOTO 3MUTENINA, XapaKTepU3YyHoLLasACca PeAKoN BCTPEYaeMOoCTbio, pas-
HO0Opa3neM KIIMHUYECKUX MPOSIBIEHUIA U COXHOCTAMM UHTEPMPETALMN MHCTPYMEHTANbHBIX METOLL0B MCCNeA0BaHMS.

Lenb uccneposanua. AHanus auddepeHumanbHo-aUarHOCTUYECKMX NPU3HAKOB KOMOWHWMPOBAHHOM raMapTOMbl CETYATKM
¥ PETMHANBHOrO NMUrMEHTHOrO 3NUTENIUA Y AETEN Ha OCHOBAHUM AaHHbIX KIMHUYECKOro 06crie0BaHNA M ONTUYECKOW Kore-
PEHTHOW TOMOrpaguu.

Metopabl. [lpoBeeHO 0HOLEHTPOBOE OHOMOMEHTHOE PETPOCMEKTMBHOE MCCNeaoBaHmMe. B nccnenoBanne BKIOYanM faH-
Hble MeAMLMHCKOM [OKYMEeHTaLMM NauueHToB, NpoXoamBLUMX o0bcnefoBaHue B HauMoHaNbHOM Me[MLMHCKOM MCCNeaoBa-
TeNIbCKOM LIEHTPe rna3Hbix bonesHen umenn MenbMronbua B nepuog ¢ 2016 no 2025 roa. AHanuampoBanm 0CcOBeHHOCTH KIU-
HUYECKMX U MOP(DONOrMYECKUX NPU3HAKOB KOMOMHMPOBAHHOM raMapTOMbl CETYATKM M PETUHAIbHOMO MUrMEHTHOrO 3NMTENINA
y LeTel C BbIAENEHNEM COBOKYMHOCTU AnddepeHLmManbHO-AMarHOCTUHECKUX KpUTEpUEB.

Pesynbtatbl. B uccnepnoBanue BrtodeHo 14 peten (16 rnas) ¢ noaTBepHAEHHBIM AUArHO30M KOMOMHUPOBAHHOM raMapTo-
Mbl CETYaTKU M PeTUHANbLHOrO NMUrMeHTHOro 3nuTenus. Bo3pacT aeten Ha MoMeHT obcnefoBaHust BapbupoBan oT 1,4 rofa
0o 8 ner, coctaBus B cpefHeM 62,8 roga. o gaHHbIM NPOBELEHHOIO PETPOCNEKTUBHOIO aHaNM3a BbISBEHO, YTO Hanbonee
XapaKTepHbIMU NPOSABNEHUAMU KOMOMHMPOBAHHOM raMapToMbl CETYATKWU U PETUHANBHOTO MUTMEHTHOrO 3NMTENNSA ABNAETCS
HanM4ve 3NUPeTUHaNbHOM MeMbpaHbl. B HEKOTOpbIX Ciyyasx perncTpupoBany NpU3HaKM TPAaKLMOHHOMO CUHAPOMA, MPOoSB-
NABLUMECA XapPaKTePHBLIMU U3MEHEHNSAMI aPXMUTEKTOHUKM CETHYATKM MO LaHHBLIM OMTUYECKOM KOTepeHTHOM TOMOrpadum: MUHM-
MUKKM, MaKCU-NUKKM, GEHOMEH «3HaK OMera», a TakKe «3ybbl aKysibl». KpoMe Toro, y 4acTv nauMeHToB OTMEYaM YTOJLLEHNe
CeTYaTKM B 30He raMapToMbl, GOPMMpOBaHUE XOPUOMAANLHON HEOBACKYNAPM3aLMKM U ApYriue U3MEHEHUs], CBA3aHHbIE C TPaK-
LMOHHBLIM CMHAPOMOM. [ToNy4YeHHble AaHHbIE NOATBEPIKAAIT, YTO COBOKYMHOCTb 0(TaNbMOCKONMYECKON KapTUHbI, aHaMHe-
CTUYECKUX CBEAEHWUN U CTPYKTYPHBIX XapaKTEPUCTUK MO AaHHLIM ONTUYECKOW KOrepeHTHOW ToMorpadum no3sonsioT Hambonee
KOMI/IEKCHO OLLeHNUTb 0COBEeHHOCTH TeyeHUs 3abonieBaHmus M auddepeHUMpoBaTh ero ¢ BUTPEOPETUHANBHBIMU TPAKLIMOHHBIMY
CMHAPOMaMM ApYroii 3TUONOTUK.

3aknouenne. KoMOMHMpOBaHHAA raMapToMa CeTYaTKW U PETUHANBHOTO MUTMEHTHOO 3NUTENIMA — KpaliHe pejKas, valle
MOHoJ1aTepaibHas aHOManmns pasBUTUS CETYATKK, KOTOpas ABNSETCA MPUYUHON 3HAYMMOTO CHUMKEHUS! OCTPOTLI 3pEHMA B Cly-
yasX LeHTPasIbHOM NOKanM3aLUmMm Ha rnasHoM aHe. 3abosieBaHue UMeET XapaKTepHyo 0(TanbMOCKONMYECKYI0 KapTUHY U Npu-
3HaKM, BbISBNAEMbIE N0 JaHHBLIM OMTUYECKON KOrepeHTHOWM ToMorpadum, 3HaHWe KOTOpbIX NO3BOJIAET CBOEBPEMEHHO YCTaHO-
BMTb AMarHo3 W BbIbpaTh NpaBMIIbHYK0 TAKTUKY BeAEHUS TaKuUX NaLMEHTOB.

KnioueBble cnoBa: KOMOMHMPOBAHHAs ramMapToMa CETYATKMU M MUIMEHTHOrO 3NUTENUS; AEeTW; OMAarHOCTUKA; OMTMYeCKas
KorepeHTHas ToMorpadms.
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Combined Hamartoma of Retina
and Retinal Pigment Epithelium in Children:
Clinical Features

Lyudmila A. Katargina, Ekaterina V. Denisova, Nataliya A. Osipova, Vostan R. Getadaryan

National Medical Research Center of Eye Diseases named after Helmholtz, Moscow, Russia

ABSTRACT

BACKGROUND: Hamartomas (from the Greek hamartia—error) are developmental anomalies caused by abnormal proliferation
of cells in their physiological location. Among them, combined hamartoma of the retina and retinal pigment epithelium is
of particular interest due to its rarity, diverse clinical manifestations and the challenges associated with interpreting instrumental
diagnostic findings.

AIM: The work aimed to analyze the differential diagnostic features of combined hamartoma of the retina and retinal pigment
epithelium in children based on clinical examination and optical coherence tomography data.

METHODS: A single-center, cross-sectional retrospective study was conducted. The study included medical records of patients
examined at the Helmholtz National Medical Research Center of Eye Diseases between 2016 and 2025. Clinical and morphological
characteristics of combined hamartoma of the retina and retinal pigment epithelium in children were analyzed with emphasis
on identifying a set of differential diagnostic criteria.

RESULTS: The study included 14 children (16 eyes) with a confirmed diagnosis of combined hamartoma of the retina and
retinal pigment epithelium. The age of the children at examination ranged from 1.4 to 8 years, with a mean of 6 + 2.8 years.
The retrospective analysis revealed that the most typical manifestation of combined hamartoma of the retina and retinal
pigment epithelium was the presence of an epiretinal membrane. In some cases, signs of traction syndrome were observed,
characterized by specific retinal architectural changes on optical coherence tomography: mini-peaks, maxi-peaks, the “omega
sign” and the “shark teeth” phenomenon. In addition, some patients exhibited retinal thickening at the site of the hamartoma,
the development of choroidal neovascularization and other traction-related changes. These findings confirm that
the combination of ophthalmoscopic appearance, patient history and structural characteristics identified by optical coherence
tomography provides the most comprehensive assessment of disease course and allows differentiation from vitreoretinal
traction syndromes of other etiologies.

CONCLUSION: Combined hamartoma of the retina and retinal pigment epithelium is a very rare, often unilateral developmental
anomaly of the retina that can lead to significant visual loss in cases with central fundus involvement. The condition has
characteristic ophthalmoscopic and optical coherence tomography features, knowledge of which enables timely diagnosis and
appropriate management of affected patients.

Keywords: combined hamartoma of the retina and retinal pigment epithelium; children; diagnosis; optical coherence
tomography.
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OPYMHATIBHBIE MCCIEIOBARMA

Ob0CHOBAHUE

[amMapToMbl (0T rpey. hamartia — owwbKa) NpeacTaBnAlT
MOPOKM pa3BUTWSA, 00YCNOBNEHHbIE aHOMaNbHOM Mponnude-
paumuen KneTok B obnactu ux usnonormieckoi nokanu-
3aumm [1]. B bonbluMHCTBE Cly4aeB OHM MMEKT A0bpoKa-
YECTBEHHbLIA XapaKTep M OT/INYAOTC MELEHHBIM POCTOM,
OJHAKO B NMTEpPAType ONuCaHbl PefKue Ciydanm WX 3710Ka-
YecTBEHHOW TpaHchopmaumu. [amMapToMbl MoryT GopmMupo-
BaTbCS B PA3/IMYHbIX OPraHax 1 TKaHAX, 3a4acTylo MPoTeKatT
BeccuMnTOMHO W X BBISIBNSKOT Cy4aiiHO Npy 0bcnenoBaHum
Mo NoBoAy Apyrux 3aboneBaHui [2].

[aMapTOMbl CETYATKM M AUCKA 3pUTENIbHOO HepBa npej-
CTaBNAOT reTeporeHHy rpynmny NnopoKoB Pa3BUTMS, BKIIIO-
YaloLLYH0 acTpOLMTapHY0 raMapToMy, BPOXAEHHYH rMnepTpo-
U0 peTMHanbHoro nUrMeHTHoro anuTenusa (PM3), npoctyto
BPOXAEHHYI0 ramapToMy P13, KoMBUHWPOBaHHYI0 ramMapToMy
cetyatku 1 P13, a TaKkxKe KanunnspHble U KaBepHO3Hble re-
MaHr1oMbl ceTyaTku [2]. Cpeou HUX ocobbld MHTEpec npen-
CTaBnseT KOMOMHMPOBaHHasA ramMapToMa ceTyatkm u Pl13, xa-
PpaKTepU3yIoLLAsACa PeAKOI BCTPEYAEMOCTbI0, pa3HoobpasveMm
KJIMHUYECKUX MPOSBNIEHUI W CNOXHOCTAMM MHTEpNpeTaLum
MHCTPYMEHTA/IbHbIX METOL0B MUCCE0BaHNS.

AKTyanbHOCTb M3y4eHWs AaHHOW natonoruu obycnosneHa
HecKonbKMMKM akTopamu. Bo-nepBbix, uMcno nybavKaLmii,
MOCBALLEHHBIX KJTMHWUKO-UHCTPYMEHTAsIbHBIM 0COBEHHOCTAM
KOMOMHMpOBaHHOW raMapToMbl ceTyaTku M P13, octaércs
KpaiHe orpaHnyeHHbIM [3—10]. Bo-BTopbIX, BaprabenbHoCTb eé
Mopdonornyeckux U YHKLMOHANbHBIX NPOSBNEHUIA HEPeaKOo
MPUBOAMT K NO3AHEN AMArHOCTUKe UNW OLUIMBOYHOM MHTEpTpe-
TaLWW KSIMHMYeCKoW KapTuHbl [6, 10], uto BneyeT 3a coboii Bbl-
Dop HeafeKBaTHOM TaKTWUKW BELEHWUS NaUMeHTOB. B-TpeTbux,
MPenCTaBnseTCa 04EBUAHBIM, YTO HECBOEBPEMEHHOE pacnos-
HaBaHue 3ab0neBaHUA COMPAXKEHO C PUCKOM HeobpaTuMoro
CHWKEHMSA YaCTo UCXOAHO HU3KUX 3pUTENbHBIX BYHKLUMIA.

Takum 0bpasoM, Bo3HMKaeT HeobxoaMMOCTb eTanbHOro
aHanm3a KJIMHUYECKMX U MHCTPYMEHTaNbHO- IUarHOCTUYECKUX
MPU3HaKOB KOMOMHMPOBAHHOM raMapToMbl ceTyatkn u P13
y LleTel, YTo NO3BOJIUT NOBLICUTH TOWHOCTb AUddepeHLmanb-
HOM AMAarHOCTUKM U ONTUMWU3UPOBATb NOAXOAbl K BELEHMIO
NaLMeHTOB.

LIE/Tb

Ananu3 puddepeHUManbHO-AUArHOCTUYECKUX MPU3HA-
KOB KOMOWHMPOBaHHOW ramMapToMbl ceT4aTkun u P3M1y netei
Ha 0CHOBaHWM [JaHHbIX KIIMHWUYECKOro 0bcef0BaHNs 1 onTH-
YecKoM KorepeHTHoM ToMorpadum (OKT).

METO/bI

JlM3aniH uccnepoBaHua

I'IpoaeueHo OAHOLEeHTpOoBOE OJHOMOMEHTHOE C peTpo-
CMeKTUBHbIM aHaJIM30M [aHHbIX.
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Ycnosus nposeaeHna uccnenoBaHua

B nccnepnoBanue BKOYanM JaHHbe MEAMLIMHCKOW AOKY-
MEeHTaLyM NaLmMeHToB, NpoxoavBLuux obcnegosanme B Haumo-
HalbHOM MeOULMHCKOM MCCIe0BaTENbCKOM LIEHTPE M1a3HbIX
bonesHeit nMenm lenbMronbua B nepuog ¢ 2016 no 2025 rog,.

Kputepuu cootsetcTBus
Kpumepuu exnioyerus:

e [leTWU C YCTAHOBJIEHHbIM AWAarHO30M KOMOWHWPOBAHHOM
ramMapToMbl ceTyatku W Pl13 B cOOTBETCTBUM C KpUTEpUS-
My, npeanoxeHHeiMm J.D. Gass [3];

e [JeTU, B MEWUMHCKMX KapTax KOTOpbIX NpuUcyTCTByeT
onucaHue odTanbMoNiorMyeckoro obcnenoBaHua u pe-
3ynbrathl OKT nopaéHHoro rnasa.

Kpumepuu ucknioyeHus:

*  MeJWUMHCKWE KapTbl C HEMOJHOW KIIMHUYECKon UHOp-
Mauuen;

« orcytcTBue pesynbratos OKT;

* HM3Koe KayecTBo m3obpaxeHuit OKT unm Hanuuue apre-
(haKTOB, 3aTPYAHSAIOLLMX MHTEPNPETALMI0 AHHBIX.

LleneBble nokasaTenu uccneaoBaHus
OcHoeHoli nokazamens uccsed08aHus

XapaKTepucTMKa KIMHUYECKUX U MOpdONOrnyecKux
NMPM3HaKOB KOMOMHMPOBAHHOM raMapToMbl ceTdyaTku 1 P13
y AeTel C BblAeNeHEM COBOKYMHOCTU AnddepeHUmanbHo-
AVArHoCTUYECKUX KpUTEPUEB.

MeTogbl U3MepeHua ueneBbiX nokasarenewu

Peructpaumio LeneBblx MOKa3aTeneit WcciefoBaHUS
OCYLLECTBSNM Ha OCHOBAaHWUW [aHHbIX aMbynaTopHbIX KapT
1 NpOTOKO/0B 0(TaNbMONOrUYecKux 0bcrnefoBaHmin, BKO-
yas pesynbTatbl opransMockonum n OKT. OueHuBanu xano-
Obl NaLWeHTOB, CPOKU MOCTAHOBKM AMArHo3a, JIOKau3aumio
1 0COBEHHOCTM NOPAXEHNS, MAaKCUMATBHO KOPPUrMpOBaHHYH
ocTpoty 3penHust (MKO3).

KpoMe Toro, aHanmsupoBanu apxuBHble CKaHbl OKT,
MoJTyYeHHbIE C MOMOLLbI0 ONTUYECKUX KOFEPEHTHbIX TOMO-
rpados RS-3000 Advance 2 (Nidek®, finonus) u Spectralis
(Heidelberg Engineering®, lepmaHus). OueHnBanu ToNLMHY
CeT4YaTKV B 30He raMapTOMbl, HaNMuMe ANUPETUHANBHON MEM-
BpaHbl (APM), Npu3HaKy TPaKLMOHHOMO CUHLAPOMA, XapaKTep-
Hble U3MeHeHus ceTyatku no faHHbIM OKT, a Takke Hanu-
YMe COMYTCTBYIOLLEN NATONOrUM, BKIKOYAs XOpPUOWAANbHYHO
HeoBacKynspusaumio (XHB).

Bce pesynbrathl QUKCMpOBanu B 3NEKTPOHHON (opMe
¢ 0653aTeNbHBIMM NOMIAMM 1A KAKAOI0 NaLMeHTa.

JTnyecKas JKCnepTu3a

WccnepoBaHne npoBefeHo B COOTBETCTBMM C Xefb-
CMHKCKOWN [feKnapauueir BceMupHOW MeAMUMHCKOW acco-
umaumm (pepakumsa 2013 roga), nonydeHo corfiacue poau-
Tene B COOTBETCTBAM C MNpUHUMNAMK, 0f06pPeHHbIMM
3TUYECKUM KOMMTETOM HaunoHanbHOMO MeaWLMHCKOro
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UCCNeAoBaTeNbCKOTO LIEHTPa [MasHbiX 0OonesHeln uMe-
Hu TenbMronbua (Mocksa, Poccusa).

CraTUCTUYECKUM aHanu3
3annaHupoeaHHslii pazmep evlbopKu

Pa3mep BbIGOpKM NMpeABapuTENbHO He PaccyMTLIBaM.
OH 0bycnoBneH peaKoCTbio MaTonorum.

Cmamucmuyeckue Memodsl

[lns cTaTMCTMYeCKOro aHann3a UCnonb3oBau NporpamMmy
Microsoft Excel® 2021 (Microsoft Corporation, CoenuHéHHbIe
LLItaTbl AMepuKy). AHanu3 pe3ynbTaToB NPOBOAMIM C NOMO-
LUbI0 METOI0B OMMCaTeNbHOM CTAaTUCTUKW. PesynbTathl Npea-
CTaB/eHbl B BUAE abCOMIOTHBIX W OTHOCUTENbHBIX BEJIMYMH.
KonunyecTBeHHbIe NoKa3aTenv NpeLAcTaBeHbl B BUAE CPELHe-
ro apudMmeTnyecKoro.

PE3Y/IbTATbI

XapaKTepuCcTUKM BbI6OPKU

B uccneposanue BknoyeHo 14 peteit (16 mas) ¢ nop-
TBEPXAEHHbIM [AMarHo3oM KOMOMHMPOBAHHOW raMapTOMbl
cetyatku u PI13. Bo3pacT pgeteit Ha MoMeHT obcnepoBa-
HWa BapbMpoBan ot 1,4 rona no 8 ner, cocTaBuB B CpeHeM
6+2,8 ropa. PacnpepeneHue no nony cpeay AeTeii cOCTaBU-
110 2,5:1 (10 Manb4uKoB 1 4 0eBOYKM).

OcHoBHble pe3ynbTaTtbl UCCeaoBaHUA

Y 13 nauueHTOB nopa)keHMe HOCWO0 W30JIMPOBAHHLIN
XapaKTep, y ofHoro pebéHKa naTonorus accouumMpoBaHa
¢ HepodmbpomatosoM TuNa . Mo noKanusaumumu nopaxeHus
y OBYX feTeit Habnioganu 6UHOKYNApHYl0 ramMapToMy (B TOM
uncne y pebéHKa c HeiipopmbpomatosoM Tuna l), y aessTy
MauMeHTOB — NPaBOCTOPOHHION, Y TPEX — JIEBOCTOPOHHIOK.

OcHOBHbIMU Kanobamu, CTaBLUMMK NOBOAOM 1A 0bpa-
LieHusa K odTanbMorory, y neTei Mnage 6 net 6bino Ko-
cornasue, Torfa Kak y [eTel cTapLiero Bo3pacta — 3abo-
NeBaHWe Yalle BbISBNANM CAY4aliHO NPU CHUKEHWUW 3peEHUS
oAHoro rnasa. Y Tpéx feTei xanob He oTMe4anu (B Bospac-
Te 1 roga v 4 neT — B CBA3M C OrPaHUYEHHBIMU BO3MOXK-
HOCTAMM CYOLEKTMBHOM OLEHKU 3peHus; 12 neT — B CBA3M
C HeLieHTpasbHOM NoKanu3aumen ramaptomel). B cBoko ove-
pefb, Bpay-o0(TanbMONOr BbiSIBUN U3MEHEHUS T1A3HOM0 AHa
Mpu OUCTAHCEPHOM 0CMOTpe.

Tonbko B 50% ciyqaeB ycTaHOBNIEH MPaBWIbHBIA AMArHo3
npu nepBoM obcnenoBaHuu. Tpoe AeTeit HanpaeneHbl B Ha-
LMOHaNbHbIA MEOULMHCKWUA UCCNIEAO0BATENbCKMIA LIEHTp [Mas-
HbIX 60nesHen UMeHW [enbMrofbLa C AWMarHo30M YBEUT (ABYM
W3 HWX N0 MECTY XUTefbCTBa NPOBENW Kypc NPOTMBOBOCNA/N-
TesbHOW Tepanum be3 addekTa). YeTblpex naumeHToB Habnto-
Aanu c AUarHo3oM KOcormnasue 1 ambimonusa Ha NpoTsKeHUH
0T 2—4 NeT [0 MOCTaHOBKM OKOHYaTeNbHOro AnarHosa. Crout
OTMETUT, 4TO CPOK OT MOMEHTa NOAB/NEHUS Xanob [0 yCTaHoB-
NeHUs NpaBWIBLHOIO IarHo3a BapbupoBan oT 2 Mec. Ao 10 neT.
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JloKanusaums ramMaptoMbl Mo faHHbIM 0(TanbMOCKONUM
1 OKT bbina cnepytoLueit:

» B MaKynsipHoii 3o0He — 13 mas;
 MapaMaKynspHoO — OfWH a3
 MepunanuIIApHo — OfWH IMa3

 Ha cpeaHeli nepudepum — OWH IMas.

Mpu odTanbMocKonuu onpefensnu MpOMUHUpYloLLEe
0bpa3oBaHMe CepoBaToON OKPACKW C HEYETKUMM KOHTYpaMMu,
IPM 1 aHOManbHLIM X040M PeTUHAMbHBIX COCYAOB Haf 06-
pa3oBaHueM U nepudoKanbHo (puc. 1).

MKO3 npu MaKynsapHoOi 1 nepunanuinapHoi noKanusa-
LM raMapToMbl BapbupoBana ot 0,02 o 0,3, Toraa Kak y ABYX
OeTeii MnagLLe 2 neT onpefensnach Ha YypoBHe «NpeaMeTHO-
ro 3peHusi». [lpu napamakynspHoi 1 nepudepuyecKoii NoKa-
nm3aumm ramaptombl MKO3 coctaensana 1,0.

Mo paHHbiM OKT, MaKkcMManbHad TofLWIMHA ceTyat-
KW B 30HEe raMapToMbl BapbupoBana ot 476 po 841 MKM
(B cpeaHem 691). 3PM onpegpensnu Bo Bcex cnydasx. Bobi-
Pa)KeHHbI TPAKUMOHHbIA CMHAPOM, XapaKTepusyloLuiics
HafMuMeM CKTafOoK CeTYaTKW BCIEACTBME TaHTeHLManbHOro
HaTsKeHus, auarHoctupoBad y 10 geteit [B 11 u3 13 a3
C KOMOMHMpOBaHHOW ramMapTOMOM MaKynsipHOW NoKanu-
3aummn (84,6%)] (puc. 2). B mByx rmasax € MaKynsipHoi
¥ NepunanuinspHoi NoKanusaumei raMmapToMbl 0TMeYau

/

Puc. 1. OdTanbMockonuyeckas KapTHa KOMOUHMPOBaHHOM raMapToMbl
CETYaTKU W PETUHANBHOTO MUrMEHTHOIO 3MUTENWSA MaKyNAPHOIA JloKanu3a-
umn y pebénka 1,4 roga: npoMuHMpytoLLee 06pa3oBaHWe CepoBaTon OKpa-
CKM C HEYETKMMU KOHTYPaMM, ANUPETUHANBHOM MeMBPaHOI 1 aHOManbHLIM
XOI0M PETUHabHBIX COCY/0B.

Fig. 1. Ophthalmoscopic image of combined hamartoma of the retina and
retinal pigment epithelium of macular localization in a 1.4-year-old child:
a prominent grayish lesion with blurred borders, an epiretinal membrane
and abnormal retinal vessel course.
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Puc. 2. Ontnyeckas KorepeHTHas ToMorpaMMa ceTdyaTku pebéHka 8 net
C KOMOMHMPOBAHHOI raMapTOMOii CETYATKW U PETUHANBHOMO MUrMEHTHO-
ro anuTenns: fedopMauns BUTPEOPETUHANBHOMO NpopuUisA MaKynapHoi
30Hbl, YTOMLUEHWE U [,e30praHn3aLns CloEB CeTYaTKu C HOpPMUPOBaHMEM
CK/afioK, aNMpeTMHasbHas MeMbpaHa. MaKcuManbHO KoppurMpoBaHHas
octpota 3peHus 0,15.

Fig. 2. Optical coherence tomography (OCT) of the retina in an 8-year-
old child with combined hamartoma of the retina and retinal pigment
epithelium: deformation of the vitreoretinal profile in the macular zone,
thickening and disorganization of retinal layers with fold formation,
epiretinal membrane. Best corrected visual acuity (BCVA) 0.15.
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HE3HAUMTENbHYI0 TPAKLMIO CETHATKM B LIEHTPaNbHON 30He €O

cTopoHbl 3PM (puc. 3).

Cpenu apyrvx xapakTepHbix npusHakoB OKT KoMbuHMpo-

BaHHOW raMapToMbl ceT4aTky 1 PI13 Mbl BbISBUIHK:

e B LUECTM [Ma3ax MUHU-NUKM — NWUNO0OPa3HLIA PUCYHOK
BUTPEOPETUHANBHOMO KOHTYpa WM HapYIKHOMO MIIEKCU-
bopmHoro cnos [11] (puc. 4);

o B CEMM [T1a3aX MaKCU-TIMKWN — CKaIKU CETYATKM Mo BCel
TonwwmHe [11] (puc. 5);

B [IBYX [M1a3ax «3HaK oMera» — obpa3yeTcs 3a CHET ry-
DOKMX CKNaOK CeTYaTKM (ABYX MaKCU-MMKOB), 06ycnoB-
NeH COYeTaHHbIM BO3[ENCTBMEM BEPTUKANbHON TPaKLMK
OT HapYXHOro NNEeKCU(OPMHOI0 CNoA K BHYTPEHHUM
C/I0AM CETYATKM M TaHreHUManbHoOM TpaKuum BCnencTeue
coKpaLleHus 3PM [12] (puc. 6);

* B YeTbIpéX rMasax «3ybbl aKynbl» — TPeyrofbHble M-
neppeneKTMBHbIE U3MEHEHUS B HApYXHOM SEPHOM
cnoe [13] (puc. 7).

Puc 3. OnTuyeckasn KorepeHTHas TOMOrpaMMa KOMBUHUPOBAHHOI raMapTOMbl CETYATKW W PETUHANBHOTO MUTMEHTHOMO 3NUTENNUSA: @ — MaKynspHas JioKa-
nu3aumv y pebétka 4 net: aedopMaLms BUTPEOPETUHANBHOMO NPOdUIA MaKyNApHOA 30HbI, YTONLLEHUE U Ae30praHiN3aLms BHYTPEHHUX CIIOEB CETYaTKM,
3NMpeTUHanbHasi MeMbpaHa. MaKcuManbHo KoppurupoBaHHas octpota 3peHus 0,2; b — nepunanunnsipHas nokanusaums y pebéxka 4 net: nedopMaums
BUTPEOPETUHANBHOMO NPoduNs MaKynApHO! 30HbI, NapananuinspHO C BUCOYHON CTOPOHbI YTONILLEHWE W [Ae30praHU3aLms BHYTPEHHUX CIIOEB CETHaTKY,
3nupeTUHanbHas MeMbpaHa. MakcuManbHo KoppurupoBaHHas ocTpota 3penus 0,05.

Fig. 3. OCT of combined hamartoma of the retina and retinal pigment epithelium: a, macular localization in a 4-year-old child: deformation of the
vitreoretinal profile in the macular zone, thickening and disorganization of inner retinal layers, epiretinal membrane. Best corrected visual acuity 0.2;
b, peripapillary localization in a 4-year-old child: deformation of the vitreoretinal profile in the macular zone, parapaillary thickening and disorganization

of inner retinal layers on the temporal side, epiretinal membrane. Best corrected visual acuity 0.05.

Puc. 4. Ontnyeckas KorepeHTHas ToMorpaMMa cetyaTku pebéxka 10 net
C KOMBMHWPOBaHHOI raMapToOMON CETYATKU W PETUHAIBHOTO MUTMEHTHOTO
anuTenus: aedopMaumsi BATPEOPETUHANBHOIO NPOhWIA MaKyNISPHOI 30Hbl,
3NMpeTUHanbHasi MeMbpaHa, CKITafyaToCTb Ha YPOBHE HAPYXHOIO MyleK-
cudopMHoro cnosi (MUHU-NUKK). MaKcuManbHO KOppUrMpoBaHHas ocTpoTa
3penus 0,15.

Fig. 4. OCT of the retina in a 10-year-old child with combined hamartoma
of the retina and retinal pigment epithelium: deformation of the vitreoretinal
profile in the macular zone, epiretinal membrane, outer plexiform layer
folds (“mini-peaks”). Best corrected visual acuity 0.15.
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Puc. 5. OnTuueckas KorepeHTHas ToMorpamMMa ceTyatku pebéHka 4 net
C KOMBWHWPOBAHHOI raMapToOMOiA CETYATKM W PETUHASIBHOTO MUIMEHTHOIO
3anuTenus: AedbopMaLns BUTPEOPETUHAIBHOIO NPOGKIA MaKyNSPHOM 30Hl,
3anupeTUHanbHas MeMbpaHa, ryboKue CKNafKW CeT4aTKu (MaKcu-MuKK).
MakcuManbHo KoppurupoBaHHas octpota 3penus 0,03.

Fig. 5. OCT of the retina in a 4-year-old child with combined hamartoma
of the retina and retinal pigment epithelium: deformation of the vitreoretinal
profile in the macular zone, epiretinal membrane, deep retinal folds (“maxi-
peaks”). Best corrected visual acuity 0.03.
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Puc. 6. OnTnuyeckas KorepeHTHasi ToMorpamma cetyatku pebénka 1,4 roga
C KOMBMHWPOBAHHOI raMapToOMON CETYATKU U PETUHAIBHOTO MUTMEHTHOTO
3nuTenus: aedopMaumsi BATPEOPETUHANBHOIO NPohWIsA MaKyNISPHOI 30Hbl,
3nuMpeTUHanbHas MeMOpaHa, CKNafiku ceTyaTky, dopMupylLLmMe «3HaK
oMmeray.

Fig. 6. OCT of the retina in a 1.4-year-old child with combined hamartoma
of the retina and retinal pigment epithelium: deformation of the vitreoretinal
profile in the macular zone, epiretinal membrane, retinal folds forming
the “omega sign”.

Puc. 8. OnTnuyeckas KorepeHTHas TOMorpamMMa ceTdaTku pebénka 11 net
C XOpMOMAANBHOM HEOBACKYNAPHO MeMbpaHoi, pa3BuBLLeiica Ha (oHe
KOMBWHMPOBAHHON raMapTOMbl CETYAaTKU M PETUHANBHOMO MUIMEHTHOTO
anuTenns: LeopMaLns BUTPEOPETUHANBHOTO NPOdMNS MaKyNSPHON 30HbI
3a cYéT cybpeTuHanbHoro runeppedneKTBHOro 0bpasoBaHus, nepudo-
KarnbHas [e30praHu3aums cioéB ceTyaTku. MakcuManbHO KoppurMpoBaH-
Has ocTpota 3peHus 0,02.

Fig. 8. OCT of the retina in an 11-year-old child with choroidal neovascular
membrane secondary to combined hamartoma of the retina and retinal
pigment epithelium: deformation of the vitreoretinal profile in the macular
zone due to a subretinal hyperreflective lesion, perifocal disorganization
of retinal layers. Best corrected visual acuity 0.02.

B ogHoM rna3y amarHoctupoBaHa XHB, nokanu3oBaH-
Has nepudOoKanbHO MO OTHOLUEHWHD K KOMOMHMPOBAHHOM
ramaptome (puc. 8).

ObCYXEHUE

PestoMe ocHoBHOro pe3ynbTaTta uccienoBaHua

Mo AaHHBIM NPOBEAEHHOrO PETPOCMEKTUBHOMO aHanu-
3a BbISIBNIEHO, YTO Hanboniee XapaKTepHbIMU NPOSBIEHNAMM
KOMOMHMPOBaHHOI raMapToMbl ceTyaTku u P13 aBnaeTcs Ha-
nnuve 3PM. B HeKoTOpbIX Crlyyasx perncTpupoBani NpusHaKu
TPaKLMOHHOI0 CMHAPOMA, NPOSBNABLUMECA CreLnbryecKuMU
U3MEHEHUAIMU apXUTEKTOHUKM CeTyaTKu no AaHHbiM OKT:
MUHU-NIMKK, MaKCU-NMKK, GEHOMEH «3HaK OMera», a TaKKe
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Puc. 7. OnTuyeckas KorepeHTHas ToMorpamma CeT4aTku pebéHka 4 net
€ KOMBWHUPOBAHHOW raMapTOMOii CETYATKU U PETUHAMBHOMO MUTMEHTHOIO
anuTenus: AebopMaLms BUTPEOPETUHATBHOMO NPOduUNs MaKyNSPHOMN 30Hbl,
3NUpeTUHanbHas MeMbpaHa, TpeyrosibHble runeppedeKTUBHbIE M3MeHe-
HUS B Hapy}KHOM SiePHOM Cr1oe («3ybbl aKynbl»). MakcuManbHo Koppuru-
poBaHHas ocTpota 3peHus 0,03.

Fig. 7. OCT of the retina in a 4-year-old child with combined hamartoma
of the retina and retinal pigment epithelium: deformation of the vitreoretinal
profile in the macular zone, epiretinal membrane, triangular hyperreflective
changes in the outer nuclear layer (“shark teeth”). Best corrected visual
acuity 0.03.

«3ybbl aKkynbl». KpoMe TOro, y 4acTu mauueHToB OTMeYanu
YTO/ILLEHWE CETYaTKU B 30HE ramapToMbl, (OpMMpOBaHMe
XHB 1 apyrue u3MeHeHUs, CBA3aHHbIE C TPAKLMOHHBIM CUH-
ApoMoM. lNonydeHHble AaHHble MOLTBEPHAAIOT, YTO COBOKYM-
HOCTb 0(TaNbMOCKOMMYECKON KapTUHbI, aHAMHECTUYECKUX
CBEAEHWN W CTPYKTYPHBIX XapaKTepuCTUK no AaHHbIM OKT no-
3BOJIAET Hanbonee KOMMEKCHO OLIeHUTb 0CODEHHOCTM Teye-
Hus 3aboneBaHus 1 auddepeHLMpoBaTb €ro ¢ BUTPEOpeTy-
HaNIbHbIMM TPAKLMOHHBIMU CUHAPOMaMM PYroi 3TUOOMUN.

WHTepnpeTaumsa pe3ynbTaToB UCCeA0BaHUA

KombuHupoBaHHas ramMaptoMa cetyatku u P13 — pepkas
BPOXAEHHan aHoManus. B Halwem oTaene 3a 8 net obcnenosa-
Ho Bcero 13 AeTeit ¢ JaHHBIM JUarHo30M, YTO COCTaBNSIET OKO-
no 0,08% cpeam Bcex naumeHToB. B nutepatype HalineHa Tonb-
KO 0fHa MybninKaums oTe4ecTBEHHbIX aBTOPOB, MOCBALLEHHAS
onmcaHmio 8 cyyaeB KOMOMHUPOBaHHOI raMapToMbl [ 10], Toraa
KaK 3apybexHble UCTOUHMKM BRJTHOUAKT HECKOMBKO [ECSATHOB
cTaTen, NPEUMYLLIECTBEHHO C aHaNM30M eAUHWUYHBIX Habnioe-
HWIA; Hanboniee KPYMHbIE U3 HUX OXBATLIBAKOT COOTBETCTBEHHO
60 1 77 cnyyaes KOMBUHMPOBaHHOW raMapToMbl [4, 6].

BrepBble Kak caMoCTosiTe/bHYI0 HO30M10rMYecKylo dop-
My KOMOMHMpOBaHHY ramapToMy cetyatku u Pl13 onucan
J.D. Gass [3] B 1973 rony. ABTOp MpeAcTaBuN CeMb Cily4aeB
3aboneBaHus (NATb y AeTeil U 1Ba Y B3pOCTbIX MOJIOAOMO BO3-
pacTa) v 0606LMN ero KIMHUYECKUE XapaKTePUCTUKM:

* C/lerka MpunopHATas YepHas WM YroibHo-cepas Malb-
dbopmaums, BoBnekarowas P13, ceTuatky v npunexallee
CTEeKNOBUAHOE Teno;

» 0CHOBaHWe 0bpa3oBaHMs NpesCTaB/eHo MIOCKUM CoeM
MHTEHCMBHO MUrMEHTUPOBAHHOWM TKaHW, MIaBHO Nepexo-
ASLLen B OKpyKatowmii P3;

 LiEHTpanbHble W BHYTPEHHWE YacTU raMapTOMbl COCTOAT
U3 YTONLLEHHOM Cepo-6enon ceTyaTky 1 NpepeTUHaNbHOM
TKaHY;
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»  TpaKuMA BHYTPEHHEW NOBEPXHOCTM BbI3biBaeT fedopMa-
LIMI0 1 CMELLIEHME CETYATKM M PeTUHAMbHBIX KPOBEHOCHbIX
COCYL0B K LiEHTPY NOPaXeHNs;

» oTcytcTBYWOT atpodusa PIM3 u m3meHeHus xopuonpen
Mo Kpat nopaxeHus;

o MOpaXKeHWe He COMPOBOM[AETCA OTC/OMKON CETYaTHM,
KPOBOM3NIMAHWAMM, 3KCCYAaUMen M BOCManMTeNbHbIMU
KNETKaMM B CTEKJTOBULHOM TeNe.

B KauecTBe BamHbIX AuddepeHUManbHO-AMarHocTye-
CKWX NpW3HaKoB 0 TanbMOCKONUYECKON KapTHHBI BblLEMEHb
MATHUCTas MUrMeHTauus obpasoBaHus, Hanuuue npepeTu-
HanbHOW MeMBpaHbl U XapaKTePHbIA PUCYHOK PaCLUMPEHHbIX
Kanunnspos.

AHanu3 rucTonorMyecKUX HaHHbBIX paHee KIMHUYECKU
MOEHTUYHBIX CNYYaeB, NPU KOTOPbIX MO OLUMOKE BBIMOMHANHN
3HYK/IeaLMio B CBA3U C NOJO3PEHUEM Ha YBeasbHyK Mena-
Homy, nossoun J.D. Gass [3] Bblaenutb Mopdonornyeckue
ocobeHHOCTW 3aboneBaHus:

YTO/LLEHUE CETHYATKU W 3PUTENBHOM0 HepBa B 30HE Mo-
paXeHus;

*  3aMeLLeHNe HOPMaJTbHON apXVUTEKTOHUKN CETYATKM U 3pHU-
TeNbHOM0 HepBa AMCNNACcTUHECKOM [MUanbHOM COCYaAMCTONM
TKaHbIO C TAXAMU W NIaCcTaMW MUTMEHTHBIX 3NUTENManb-
HbIX KNETOK;

« pynnukatypa PM3 (B HopMe npepcTaBneHHOro MOHO-
cnoem);

e Hanuume nnacta GuOPO3HOW TKaHM, MNOKPbLIBAKOLLETO
CKJTa[uaTylo NepefHIoN NMOBEPXHOCTb NOpaXKeHMS.
[anbHenwnid aHanM3 rUCTONOTMYECKUX MCCNeA0BaHUM

MO3BOSIAN 3aK/IOUYUTb, YTO KOMOMHMPOBaAHHas ramMapToMa

cetyatkn n PI13 cocTouT M3 pasnuyHbIX NPONOpUMiA Mena-

HOLMTapHbIX, COCYAMCTLIX W FMManbHbIX KeToK. Bapuauuu

B COCTaBe TWMOB KIETOK OMNpefensiT reTeporeHHOCTb Kiu-

HWYeCKUX NposiBneHuii 3abonesanus [4, 7]. Kpome Toro, cy-

LLeCTBYIOT jaHHble, CBUAETENbCTBYIOLLME O Hayae pa3BUTHS

KOMBMHMPOBAHHOM raMapTOMbl C BHYTPEHHUX C/I0EB C nocTe-

MeHHbIM PacnpoCcTPaHEHUEM Ha BCH TOMLLMHY ceTyaTku [3].
OCHOBHbIMM MeTofjaMM [AMArHOCTUKM KOMBWUHMpOBaH-

HOM ramapToMbl ceTyaTkn U Pl13 sBnstotca odranbMockonus

n OKT. OdranbMocKonMyecKkas KapTWHa XapaKTepusyeTcs

MPOMUHMPYIOLLMM 0bpa3oBaHWeM CepoBaToM OKPacKu C He-

PaBHOMEPHOW MUTMEHTaLMeN C HEYETKUMM KOHTypamM, pas-

Mep KoToporo LUMpoKo BapbupyeT (o1 1 fo 10 MM u Gonee).

Kpome Toro, oTMevaloT TakKe aHOMarbHbIN X0f, PETUHAMBHBIX

coCynoB (M3BUTOCTb WNW BbINPSMIEHHOCTb), 00YCNOBNEHHBIN

TPaKUMOHHBLIM BO3[ENCTBMEM CO CTOPOHbI IPM, BbisiBNsieMon

B 64—100% cnyyaes [3—6]. KoMbuHMpoBaHHas ramaptoMa Mo-

KET JIOKaIM30BaThCs 3NU- WK NepunanunsapHo (Havbonee

yacTo), B MaKyne u Ha cpegHeit nepucepum [3, 5, 6]. B Ha-

LeM McCnefoBaHUM OHa NPeuMYLLECTBEHHO pacnonaranach

B MaKynsipHoii 30He (B 13 u3 16 rnas), pexe — napamaKynsp-

HO, MepuUNanuINspHoO M Ha cpedHen nepudepun (Mo ogHOMY

cnyyaio). Mo paHHbIM R. Gupta u coasr. [9], nepunanunnspHas

NoKanu3aums senseTcs Haubonee HebnaronpuATHOX: Npu Hel

yalle HabmopAlT NopaXeHWe CETYATKM HAa BCH TOMLLMHY,
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(opMMpoBaHME MHTPAPETUHANBHBIX KUCT, paspbiBbl 3MMNCO-
UaHOM 30HbI, fedekTsl PM3 v passutie XHB. lpn MakynspHoi
NOKaNM3aLmMm, HanpoTuB, Yalle BbIABNSKT NpepeTUHaNbHbIN
(unbp03, MaKCM-NUKM M BOBNIEYEHME HAPYKHOIO NJIEKCU(OpM-
Horo cnos no faHbM OKT.

XapaKTepHbIMU  AWarHOCTUYECKUMM KPUTEPUAMU KOM-
OuHMpoBaHHoW ramapToMbl No AaHHbIM OKT senstotca 3PM,
a TaKKe TaK Ha3blBaeMble MUHW-TIMKM, MaKCU-MUKY, «3HaK
oMera», «3ybbl aKynbl», 00YCNOBNEHHbIE TPAKLMOHHBIM CUH-
[POMOM Ha pa3HbIX YPOBHAX CETYATKM M PasfIMIHON CTENEHM
BblpaxkeHHocTu [11-13]. Mpu atom 3PM onpenensetcs Bo Beex
Cnyyasx KOMBMHWMpOBaHHOW ramapToMbl cetyatkum u P13
MaKyNISipHOM NoKanu3aumm [14], Toraa Kak ocTanbHble npu-
3HaKw, BoisiBnseMble No AaHHbIM OKT, BCTpevatotcs He Beer-
03, W 1X OTCYTCTBME He UCKIYaeT auarHo3. Tak, S. Arepalli
u coast. [11] onucamy MUHWU-NUKKU B NATU U3 BOCbMU a3,
MaKCU-TIMKN — B LUECTH, @ UX COYeTaHUe — B TPEX. B cBoto
oyepeap, G. Ledesma-Gil u coabT. [5] BbISBUIM MaKCU-NUKK
B 25 3 50 mas, «3Hak-omera» — B 28 u3 50. B Hactos-
LLieM WUCCNenoBaHMM MUHM-TIMKM OTMEYeHbl B LUECTW [Mna3ax,
MaKCU-NIMKN — B CEMM, «3HaK OMera» — B [BYX, a «3ybbl
aKynbl» — B YeTblpéx masax. OfHaKo cnegyeT y4uTbIBaTh,
uTo nogobHbIe NpU3HAKU MOTYT BCTPeYaThCs U MpU BUTPEO-
PeTWHaNbHOM TPaKLUMOHHOM CUMHAPOME ApYrod 3TMONOrWM,
HanpuMep NpU 3NUPETUHANBHOW MaKynspHOA MeMbpaHe,
Pa3BMBAIOLLIENCA KaK OCMOXHEHWE YBEMTA, PETUHONATMM He-
[OHOLUEHHBIX, CEMEHHOM 3KCCYLATUBHOW BUTPEOpPETMHONA-
MW UM TpaBMbl Masa. 310 obycnoenmBaeT HeobxoaMMocTb
KOMMMIEKCHOM0 aHanu3a K/IMHWYECKUX, aHaMHECTUYECKUX
1 MIHCTPYMEHTaNbHO-AMarHOCTUYECKUX AaHHBIX.

BaHO 0TMETUTb, YTO, MOMUMO IUArHOCTMYECKON 3HauM-
MocTu, OKT sBnsieTcs TakKe BayKHBIM MHCTPYMEHTOM MOHMU-
TOpWUHra BUTPEOPETUHANBHOMO MHTEPdENCa 30HbI FaMapToOMbI
1 OLLEHKM CTEMEHM 1 cTabunbHOCTH TpaKkumuu 3PM.

NcTOYHMKaMW [OMOAHWTENBHON AMArHOCTUYECKON WH-
dopMauun  sBnAKOTCA  GnyopecUeHTHas aHruorpadms,
OKT-aHrnorpadus, aytodnyopecueHumMs, MUKponepume-
Tpua [7], a TakkKe yNbTPa3ByKOBOE WCCNENOBaHUE [T1a3HOM0
610K, MMetoLLMe BaxHOe 3HaueHue Ans auddepeHumanb-
HoM puarHocTuku. lpu dnyopecueHTHON aHrrorpadum onu-
CbIBAIOT PaHHIOW runodayopecLeHumio, 00yCNoBNEHHYD
3KPaHWPOBaHWEM CO CTOPOHbI FraMapTOMbI, M3BUTOCTb COCY-
[0B W no3aHuiAi nukeax [4]. Mo paHHbIM OKT-aHrvorpagum
BbISBNAIOT aHOManbHbIN X0f4 U Kanubp cocynos [16]. MMepu-
nanunsapHbIE MUMEHTUPOBAHHBIE MOPAXEHWSA XapaKTepu-
3ylotcs runepayTtodnyopecueHuven [9]. Mukponepumetpus
LEMOHCTPUPYET CHUKEHWE CBETOUYBCTBUTENBHOCTM CETHATKY,
NpUYEM, Kak yctaHosuin C. Brué u coasr. [17], cTeneHb eé
BbIPaXEHHOCTU KOPPENUPYET CO CTENEHbH) BUTPEOPETUHANb-
HOV aaresuv B 30He copmmpoBaBLuenca IPM.

0bLenpuHATON KNaccuuKaLmm KOMBMHUPOBaHHOW ramap-
ToMbl ceTyatku U Pl13 He cywwectsyet. OgHako J.D. Gass [3]
BbIAENIMN MEpPUNanuUANSpHY0, MaKynspHylo W nepudepu-
YecKylo noKanusaumio obpasoBavus. Mosme V.S. Dedania
1 coasr. [18] npeanioxunm bonee NoapobHYL0 KiaccupuKaLmio
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3aboneBaHus, Y4MTLIBAKOLLYKO JIOKaNM3aumMio, 0COBEHHOCTM
K/IMHUYeCKoN KapTuHbl W pesynbTathl OKT. B cootBeTcTBMM
C AAHHOM KNnaccudmKaumen BbILENSIOT TPY 30HbI JIOKanM3aLmu:
«  MaKynspHas/nepunanunnspHas — 3oHa 1;
 cpenHsa nepudepus — 30Ha 2;

e [anbHAs nepudepus — 30Ha 3.

Mo conyTcTBYIOLMM U3MEHEHUAM [Na3HOrO AHa onpe-

LENAT TpU CTagum:
* HeT TpaKummn ceTyaTtkm — cTtagma 1;
o TpaKuMs CETYATKU U/MAN PETUHOLUM3NC — CcTaaus 2;
» OTCNIOEHME CeTYaTKU — cTagus 3.
Mo paHHbIM OKT BblgensioT Tpu BapuaHTa:
*  TONbKO 3MMPETMHANBHbIA KOMMOHEHT — A;
* 4aCTW4HOE BOBMEYEHUE CeTyaTku — B;
» nonHoe BoBneyeHue cetyatku u PN3 — C.

KombuHupoBaHHaa ramaptoma cetuatku u Pl13 obbiuHo
XapaKTepu3yeTcs MOHoMaTepanbHbIM nopaxeHueM. Mo faH-
HbIM R.L. Font [7], 3aboneBaHue yalle BCTPEYAOT Y MYMUMH.
OpHaKo TakKe CyLIeCTBYIOT CBELEHUs, YTO ero Habmopatt
C O[IMHAKOBOW YacTOTOM Y MYXKUMH W XKEHLWH [4, 5]. bonb-
LUMHCTBO C/y4aeB 3aboneBaHus ABNAKTCS CNOPAANYECKVMM.
3 cucTeMHbIX NopaeHuii onvcaHa accoumaums ¢ Helmpodbu-
bpomarto3oM tuna ll, pexxe — tmna l, ¢ cuHgpomamu MonaHaa
1 opnuHa, a TakKe BpaHXMO-0KyNo-daumanbHbIM CUHApPO-
MoM [5]. B Halwueli BbibopKe ramapToMa bbina GUHOKYNApHOI
y 2 u3 14 peTen, a TaKKe accoLMMpoBaHa C Helipodnbpoma-
T030M Tuna | B ogHOM cnydae. Kpome Toro, B 2,5 pasa valle
Habnioganack y Manb4MKoB.

OcTpota 3peHus NaLUMEeHTOB ¢ KOMBUHUPOBaHHOW raMapTo-
Mot BapbupyeT ot 1,0 10 CBETOOLLYLLIEHMS, YTO 3aBUCKT OT Jo-
Kanu3aumv onyxomm [4—7, 10]. Tak, B cepum cy4aeB, ONMCcaHHbIX
A.P. Schachat u coasr. [4], ocTpoTa 3peHus B 45% rna3 bbina
0,5 u BblLwe, B T0 e Bpems B 40% — 0,1 u Huxe. Mo faHHbIM
R.L. Font u coasr. [7], octpota 3penus 0,5 1 BbilLe oTMeuyeHa
B 28% cnyyaes, 0,1 1 HKe — Takoke B 28%. B HacTosLeM mc-
CIIe[0BaHNM NpY MaKYNSAPHOW 1 NepUNanwIspHoi JoKanm3a-
LM ramMapToMbl 0CTpOTa 3peHus BapbupoBana ot 0,02 po 0,3,
npu 3toM B 5 13 14 mas3 (35,7%) 6bina 0,1 u Hue. B cnydasx
napaMaKynsapHon 1 nepudepuyeckoii nokammsawmm — 1,0.

KombuHupoBaHHas ramaptomMa — craumoHapHoe [3, 10]
UM MeaneHHo pactywiee [7] obpasoBaHue. OfHaKo paxe
MpW OTCYTCTBUM MPU3HAKOB POCTa BO3MOXHO pa3BUTUE OC-
NoXHeHun. Hanbonee yacTbiM SBNSETCA POCT U/UAK TpaKUms
3PM, uTo MO3KeT NpPMBOAMTL K HapacTaHUIo M3MEHEHWN ceT-
yaTku (0bpa3oBaHMI0 pagmanbHbIX PETUHANBHBIX CKNAfOK,
MaKynspHOMY PETUHOLLW3UCY U XPOHUYECKOMY MaKyNsipHOMY
OTEKY, TPAKLIMOHHOM OTCIIONKE CETYATKM), @ TAKIKE K CHIKEHMIO
3peHus (B 24—37% cnyyaes) [4, 6]. PenkuMu 0CnoXKHEHUAMH
senstotca Gopmmupoanue XHB (B 3% cnyyaes) [4], akccyna-
LS IMNMA0B MHTpapeTUHanbHo (B 7-13% cnydaes) [3, 4, 6],
npepeTUHabHas HeOBaCKYNAPM3aLMA U BUTPeasbHbIe KpoBO-
usnuaHus [19-21], bopmMmrpoBaHMe MaKynsipHoro pa3pbiea [6],
Kanbuuduraumsa onyxomm [22]. B HaweM uccnenoBaHuy Bbl-
paXKeHHbIA TPAKLMOHHBLIN CUHAPOM oTMeueH B 11 u3 16 mas
(68,7%), B 1 rnasy (6,25%) Habmopanu gopmmupoBaHue XHB.
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InddepeHumnanbHylo AMarHOCTUKY KOMBUHMPOBAHHOM
ramMapToMbl cetyatku u Pl3 cnepyet npoBoauTbh €O che-
AYIOLLMMK NaTONOTMYECKUMN U3MEHEHWAMM [Na3HOM0 [Ha,
BKJItOYas uamonatnyeckyto 3PM, actpoumToMy, 0CNOMKHEHMS
BOCManuTeNbHbIX NpoueccoB ¢ dhopmupoBaHueM IPM (Tok-
COKapO3HbIi, TOKCOMa3MO3HbIA XOpPUOPETUHUT, nepude-
PUYECKUI YBEUT W Ap.), MOCTTPAaBMATUYECKME U3MEHEHUS,
CMHAPOM «BblOHKa», NPOCTYI0 BPOXAEHHYL ramapTtomy Pl13,
PETUHONATUI0O HEAOHOLLEHHBIX, CEMEHHYH 3KCCYAATUBHYL
BMTPEOPETUHONATHIO, @ TAKKe C YrpoXaloLuMu onyxose-
BbIMM 3ab0neBaHMAMM, TaKUMW KaK MenaHoMa XOpuouaeu
U peTuHobnactoMa.

Y Halmx naumeHToB TOJbKO B MOMOBUHE CNydaeB npa-
BWIbHBIW [MarHo3 YCTaHOBMIEH MpW NepBoM obpatleHum
K odTanbMonory, npu 3TOM CPOK OT MOSBMEHMSA Xanob
[0 MOCTaHOBKM OKOHYaTeNIbHOr0 [uarHo3a BapbMpoBan
ot 2 Mec. o 10 net. CnoxHOCTW cBOEBPEMEHHOW AMarHOCTU-
KW KOMOMHMPOBaHHOI raMapToMbl ceTyaTku 1 PIN3 otMeyanu
u A.A. Aposoii u coast. [10]: y Bcex 8 naumeHToB AMarHo3
npu HanpaeieH bbin oLWMBOYHBIM. M3MeHeHUs ceTyaTku
Mo MeCTy XUTeNbCTBA PacLieHMBanM Kak eé 06beéMHoe 006-
pa3oBaHue HeM3BEeCTHOM 3Tuonorum (n=3), peTmHobnactoMa
(n=2), nocnepcTBue NepeHecEHHOM0 BHYTPUYTPOOHOMO Xopu-
opeTuHUTa (n=1), NMrMeHTHbLIN HeBYC Xopuonaen (n=1) u Me-
naHoma xopuougen (n=1). Mo AaHHbLIM 3apybeXHbIX aBTOPOB,
[MarHocTU4ecKas TOYHOCTb TaKIKe OCTAETCA HU3KOM: B CEpUM
13 60 cnyyaeB NpaBWbHBIA AMArHO3 Npu NepBUYHOM 06pa-
LLIEHWW YCTaHOBNEH ToNbKO B 3% cnyyaes [4], B 6onee no3a-
HeM uccnenoBaHuM — B 25% [6].

B nutepaTtype onmcaHbl Ciydan HYKIeaLwm rmas ¢ KoM-
OWMHMpOBaHHOM raMapToMoii ceTyaTku 1 P13, owmboyHo pac-
LleHEHHON Kak MenaHoMa xopuogeun [23-25]. OpgHako Bce
OHM OTHOCSTCA K Nep1ogY, KOrfia NaToNorvio eLLEé He BbILeu
B OTAENbHYI0 Ho3omoruyeckyto dopmy. B 1989 roay R.L. Font
U coasT. [7] coobwmnm o ewwé ofHOM chyyae 3HyKeauuw
B CBA3W C MOAO3PEHMEM Ha HOKCTANanuspHyl0 MenaHoMy
C MpU3HaKamu nporpeccupytoLLero pocta. [ing ycraHoBeHus
NpaBWIBHOTO AMArHO3a BaXKeH TLLATeNbHbINM cOop aHaMHesa,
a npy MOAO3PEHUM Ha CUCTEMHBIA XapaKTep matoforum —
KOMMJIEKCHaA OLEHKa COMAaTMYecKOoro craryca C npuBmede-
HMEM Bpayen Apyrux cneumanbHocTel (neamaTpos/Tepanes-
TOB, HEBPOJIOTOB, AepMaTesoroB U fp.). Hapsany ¢ xapakTepHon
0(TaNbMOCKONUYECKON KapTUHOM, KIlOYEBbIM METOLOM Ava-
rHocTukmn sensietcs OKT, no3sonsiowas BbISBUTb TUMKUYHbIE
CTPYKTYPHbIE M3MEHEHUSI CETYATKU U OLIEHUTb OCNOXKHEHMS,
Haubonee yacTbIM W3 KOTOPbIX SIBNSETCA MPOrpPeccMpoBaHme
TPaKUMOHHOTO CMHAPOMa.

OrpaHuquvm uccneaposaHua

OCHOBHBIM OrpaHU4eHNeM HACTOSALLEro UCCNef0BaHms SB-
nsAeTcA Manblidi 06bEM BbIOOPKH, 00YCIIOB/IEHHBIN PEAKOCTLI
(opdaHHbIM xapaKTepoM) 3aboneBaHus. Huskas pacnpo-
CTPAHEHHOCTb NATONOTMM CYLLECTBEHHO 3aTpyAHsieT hopMu-
POBaHWe CTAaTUCTMYECKM 3HAUMMON BbIOOPKM W NpoBefeHue
CTaTUCTUYECKOrO aHaM3a.




OPYMHATIBHBIE MCCIEIOBARMA

3AKJIOYEHUE

KombuHmpoBaHHas ramaptoMa cetyatku u PI3 — Kpaut-
He pefiKas, Yalle MOHonaTepanbHas aHOManus pa3BUTUS
CeTHaTKM, KOTopas ABNAETCA NPUYMHOM 3HAYMMOTO CHUXKE-
HWSA OCTPOTHI 3pEHUA B CITy4asx LEHTPaNbHOW NOKanu3aumum
Ha rnasHoM AHe. 3aboneBaHWe WMeET XapaKTepHyw oo-
TaNbMOCKOMUYECKYI0 KapTUHY W NpU3HAKW, BbiSBNSEMbIE
no AaHHbiM OKT, 3HaHWe KOTOpbIX MO3BOASAET NpaBUSIbHO
MoCTaBUTb AMArHo3 M BbIBPaTh NPaBWIIbHYI0 TaKTUKY Befe-
HWSA TaKUX NaLMEHTOB.

AONOMHUTENIbHAA UHOOPMALUA

Bknap astopos. J1.A. KatapriHa — KOHLENLMA 1 An3aiH UCCneaoBaHus,
Hay4Hoe pefaKTVpoBaHue Tekcta pykonwucy; E.B. [leHucosa — aHanus
JIUTEPATYPHBIX AaHHbIX, HaMMCaHWe W PefaKTMPOBaHME TEKCTA PYKOMUCH;
H.A. OcunoBa — aHanM3 AaHHbIX, CTaTUCTUYeCKas 06paboTka, HanucaHue
TeKcTa pykonucw; B.P. [eTafapsiH — peakTMpoBaHMe TEKCTa PYKOMUCHK.
Bce aBTOpbI 0A06pMAKM pyKONKMCh (BEpCMIO ANs NybiMKaLmm), a Takxe co-
FMacUMCh HECTV OTBETCTBEHHOCTb 3a BCE aCMeKThl paboThl, rapaHTUpys Hafl-
neXalliee pacCMOTPEHUE U peLLieHMe BOMPOCOB, CBA3AHHBIX C TOYHOCTbIO
11 B0BPOCOBECTHOCTBLIO Mi0BOI €8 YacTu.

3Ttnyeckas akcneptusa. [lpoBeaeHve vccnenoBaHus ofobpeHo NoKarb-
HbIM 3T4ecKUM KomuTeToM OTBY «HMULL B um. lenbMrofbLia» MuHaapasa
Poccum (npotokon Ne 52/2 ot 04.03.2021). 3aKoHHble NpeacTaBUTENM BCEX
YYaCTHMKOB WMCCNEAOBaHMA [0 BK/IOYEHWS B MUCCNELOBaHME MOANMCANM
(hopMy MHDOPMMPOBaHHOMO cornacws, YTBEPAEHHYIO B COCTaBe NPOTOKONa
MCCNEN0BaHMS 3TUYECKUM KOMUTETOM.

Cornacue Ha nybnukaumio. ABTOPbI NOMYYMNIM MUCBMEHHOE WMHGOPMK-
poBaHHOe A06pOBONbHOE COMMacKe 3aKOHHBIX NMpeAcTaBUTENe MmaumeH-
TOB Ha MybNAMKaLMI0 MEePCOHaNbHBIX AaHHbIX, B TOM 4ucne doTorpadun,
B Hay4HOM XypHane Poccuiickas neguaTpuyeckas oQTanbMononns, BKI0-
Yas ero 3NEKTPOHHYI0 BEPCHIO.

WcTouHnkm dmHaHcupoBaHmsa. OTcyTCTByIOT.

PackpbiTe UHTepecoB. ABTOpbI 3asiBAIOT 06 OTCYTCTBUM OTHOLLIEHWH, fiesi-
TENBHOCTW WU UHTEPECOB 3a NOCTEAHWE TPW TOAQ, CBA3AHHBIX C TPETbUMU
MUaMK (KOMMEPYECKUMM 1 HEKOMMEPYECKIMM), UHTEPECH! KOTOPbIX MOTYT
ObiTb 3aTPOHYTHI COAEPIKAHWEM CTaTby.

OpuruHanbHocTb. [1py co3aaHWM HacToALLEel paboTbl aBTOpLI He MCMOMb-
30Banu paHee onybnMKoBaHHbIE CBEAEHWS (TEKCT, UINMICTPALIMK, [aHHbIE).
JocTyn K paHHbIM. PefaKLMOHHAs NOSUTUKA B OTHOLLEHWM COBMECTHOMO
CMOb30BaHNA JaHHBIX K HACTOALLEN paboTe He MpUMeHWMA.
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Poccumiickan negmnartpmn4eckasn OdQTaﬂbMOﬂOFMH

leHepaTMBHbLIA MCKYCCTBEHHBIA WHTENNEKT. [py CO3AaHWM HacTosLLEeN
CTaTbU TEXHOMOMMM reHEPaTMBHOIO UCKYCCTBEHHOMO MHTENMEKTA HE UCMOMb-
30Bau.

PaccMoTpeHue U pelieH3npoBaHme. HacTosian paboTa nofaHa B XypHan
B MHMLMATMBHOM NMOPSAKE M paccMOTpeHa no obbl4HOW mpoLienype. B pe-
LIeH3MPOBaHWM YYacTBOBA/M OAMH BHELLHWIA PELIEH3EHT, YieH pefaKumoH-
HOM KOMMErih 1 Hay4HbliA PedaKTop U3LaHWA.
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