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PE3IOME

Pemunobnacmoma omHocumcs k 4ucay Haubonee pacnpocmpaHeHHbIX onyxonel cem4amku 2aa3a y oemeli pantezo eo3pacma. Cpeonut
803pacm Ha MOMeHM NepsuyHoOll duazHocmuxu 3aboneganus He npesviiaem 1,5 2o0a. JJokazana cés3b pazeumus onyxoau ¢ ympamot unu
unakmueayueti oboux anneneii eena RBI1. Mymayuu e zetie RB1 npusodsm k nonHol unakmusayuu dkcnpeccuu 6eka pemunob.1acmomi,
4Mo 8 KOHEYHOM Umoze 6edem K HEKOHMPONUpYyeMoli npoaugepayuu Kiemku u popMuposarulo KJI0HA onyxoJesvix kaemok. Cywecmsyom
HacnedcmeeHHtble U cnopaouyeckue Gpopmvl 3a6onesanus. B cmampe noopo6HO npedcmasnensl KIUHUKO-INU0eMUOoN02udeckue Xapakmepu-
CMUKU HACJIEOCMBEHHbIX U CNOPAOUHECKUX (POPM, ONUCAHbI OCHOBHbIE KIUHUYECKUE NPOSAGNEHUS, 8 HACMHOCMU OOUH U3 Nepevix U Haubo-
Jlee 4acmoplx CumMnmomos — nelikokopus. OmoenvHulil pazoen nocesujen 0COOEHHOCMAM 2UCMOJIO2UHECKO20 CMPOEHUS 310KAHECMBEHHOU
onyxoau u ee 000pokasecmeeHHo20 npeduiecmseHHuKa. Cywecmeyoujue 8 Hacmosawee 8pems CucmeMyl K1acCupukayuu UHMpPAoOKYIpHOL
pemuHob1acmombl OCHOB8AHbI HA CMENEHU PACNPOCMPAHEHHOCMU ONYX0JU U HeOOX00UMb! 0151 ONpedeIeHUs YemKUX NOKA3aHULl K 0p2aHOCo-
Xpanstoujemy Jederur0. B cmamee noOpo6HO oceewjeHbl co8pemMeHHble MemoOuKu ougeHocmuku pemunodnacnmomsl. Opmanvmockonus a6-
JISIeMCS «30710MbIM CINAHOAPMOM» U UMeem c8ou 0cobeHHocmu y demell paHHe20 8o3pacma. B cmamove maxoce npedcmasnena uHpopmayus
0 Opy2ux OCHOBHbIX MemoOax 8u3yalu3ayuu onyxoau, Makux Kax yasmpassyKkossle UCCI008AHUS, ONMUYECKAs KO2ePeHMHAs momo2pagus
U MAZHUMHO-PE30HAHCHAS MOMOZPAPUS.

KntoueBble cioBa: demu, pemuno61acmoma, HACAe0CMBEHHOCMb, 2eH PeMUHO0.1ACMOMbl, NAMOMOPPOI02USl, ELKOKOPUS, 0PMAanbMOCKO-
nus, yabmpaseykosoe uccie008aHue.
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ABSTRACT

Retinoblastoma is one of the most common retinal tumors in young children. At the time of primary diagnosis, mean age is no more than 1.5
years. The association between tumor development and the loss of both alleles of RB1 gene is well-established. Mutations in the RBI gene
result in the complete inactivation of retinoblastoma protein expression and, therefore, uncontrolled cell proliferation and generation of
tumor cell clone. There are two types of retinoblastoma, i.e., hereditary and sporadic. This paper describes in detail clinical epidemiological
characteristics of hereditary and sporadic retinoblastoma and major clinical signs (in particular, one of the most early and common
symptoms, leukocoria). Histology of malignant tumor and its benign precursor is addressed. Current classification systems of intraocular
retinoblastoma are based on tumor extent being required to specify clear indications for organ preservation treatment. Modern diagnostic
tools for retinoblastoma are discussed as well. Eye fundus examination is the gold standard but has some specifics in young children. Other
important imaging techniques in retinoblastoma are sonography, optical coherence tomography, and magnetic resonance imaging.
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BBEJ]EHI/IE u3 15—18 TbiC. HOBOPOKAEHHbIX. MaslbuMKK 1 1EBOUKK Mopa-

PernHoGnactomMa OTHOCHTCSE K 4uMCily Haumbosiee pacnpo- —JKaloTCsl OOMHAKoBO 4acto. 70% BbISIBJIEHHBIX OIyXOJeil $IB-
CTPaHEHHbIX HeOIUIa3uii, MOpaKalolMX OpraH 3peHust y Jie- JISIOTCS Cropanuueckumy; ocrasbHble 30% MpencraBieHbl
Teil paHHero Bodpacrta. Tem He MeHee 3a00JieBaHKe SIBSIETCS  HAC/IEACTBEHHO 00YCioBieHHO dopmoit. Okono 95% ciyya-
OTHOCHTENIbHO PENKUM, BCTPEYAIOLMMCS B CPEIHEM Y OIHOrO  €B PEeTMHOOIACTOMbI AMAarHoCTUpYIOTCs 1o 5 siet. B CeBepHoii
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Awmeprke ObuUM npoaHanM3upoBaHbl 1452 ciyuast peTuHO-
Gnactombl 3a nepuon ¢ 1973 no 2009 r. [1]. Cpenuuit Bospact
Ha MOMEHT MepBUYHOI JMarHOCTMKU He mpebiwan 1,5 rona.
Y mauMeHTOB C ABYXCTOPOHHEN peTMHOOJAcTOMON 3aboneBa-
HUe MaHM(eCTUpOBaO paHblle M OMarHOCTUPOBAJOCh, KAk
TNpaBWJIo, Ha MepBoM rofy skusuu (MeguaHa 0,46 ropa). to
OIHO M3 KpYMHEHLIMX SMUIEMUOJIOTMYECKUX WCCIIe0BaHMIA,
TpenCcTaByieHHbIX B 3apyOeskHoit uteparype. TOUHbIX CBeeHHi
0 3aboneBaemocTH peTrHoOIacToMON B Poccnn He cyliecTsyer,
TMOCKOJIbKY CTaTUCTUYECKAst OTYETHOCTb POPMUPYETCS Ha OCHO-
BaHuu KoJi0oB MKB-10, ocHOBaHHbIX Ha aHATOMMWYECKO# JIOKaJIN-
3aLl1M TOPa’KeHHs], UTO BeZleT K UCKYCCTBEHHOMY 3aBbILLIEHHIO
rnokasaterieit 3a00JIeBaeMOCTH 3a CUET BKIIFOUEHHSI IPYTHX OMy-
X071elt, TOpakaroLMX opouTy (IMMOMBI, CApKOMBI 1 1pou.) [2].

Ponb HACTENCTBEHHOCTH
B 3ABOJIEBAEMOCTU PETUHOBJIACTOMOM

[en pernHoGnactomel RBI, pacroyioskeHHblii B MPOKCH-
MaJlbHOM OTZefle JUIMHHOTO ledya xpomocoMbl 13q14.1, siBns-
€TCsl OIIHUM M3 MEPBbIX OTKPBITHIX M HaNOOJee U3yUeHHbIX re-
HOB-OHKOCynpeccopoB [3]. CornacHo «aByxXyAapHOii» TMIoTe3e
A.G. Knudson (1971 r.) cyuiecTByeT enuHblii MeXaHU3M BO3-
HMKHOBEHHS! HAaCJIeICTBEHHO! 1 CrIopaitueckoit popM peTHHO-
671aCTOMBI, CBSI3aHHbIl C YTPAaTOM WIM MHAKTMBALMel 000MX
anneneii reda RBI [4, 5]. B cnyyae Hanuuumsi repMUHaNbHON My-
TaLMK KaX[blii PETMHOOIACT reTepO3UrOTHOrO HOCHUTENS Y3Ke
MMeeT WHAKTMBMPOBAHHbIN aienb RBI. [1ns pasButusi petu-
HOOJIACTOMBI JIOCTAaTOYHO BCETO ONHOI COMATMYEeCKOil MyTa-
LMY, 3aTpar1BaroLLeil OCTaBLIyIOCS KOMUIO reHa. [lepexon rena
M3 TeTepPO3UrOTHOTO B TOMO3UTFOTHOE COCTOSIHWE MNPUBOAMT
K MHaKTHBaLl1 000MX aJljIesiei, YTO MHULIMKPYET 37I0Ka4eCTBeH-
HYIO TpaHcpopMaLmio KeTku [6]. BepositHocTb pa3BuTHs 3a60-
7neBaHus1 (MEHETPAHTHOCTb) Y HOCHTENIel reHa PeTHHOO1aCTOMBI
cocrasnsier 90%. Myrauun B reHe RBI ommuaiorcst 60ib-
MM pa3Ho0OpasreM — 3TO MOTYT ObITb TOUEUHbIE MOJIOMKH,
Gosblive 1 MaJible JieNleLinH, CIIaliCHIOBbIe MyTaLIMK 1 I1y60-
KM€ MHTPOHHbIE BADMaHTbl MyTaLIMiA, B 52% CJyyaeB U3MEHEHUS
B 000MX aJJIeJIsIX reHa UIeHTUYHbI [7, 8].

KoHcTuTyLIMoHanbHble MyTaLuy de novo Hauboree 4acto Bo3-
HMKAIOT B MOJIOBOIA KJIETKE, 00bIMHO MYXKCKOH. Kpaiite penko Bo3-
HUKaeT CUTyalus, KOr4a KOHCTUTYLMOHAJIbHASl MyTaLUsl B TeHe
RB1 nporcxonut 4epes HeKOTOPOoe Bpems IOCJIe 3a4aTs B OHOM
13 HECKOJIbKMX KJIETOK pa3BHBatoLLerocst sMOproHa. B atom cy-
yae MOsIBJISIETCS] MO3aULM3M, 1 eCIY MOPayKeHbI MOJIOBbIE KIIETKU
3MOpHOHa, 3aboieBaHme OyzieT nepenaBaThCsi B OKOJEHUH [9)].

Myrauun B rede RBI NpuBOIST K MOJIHOM MHAKTUBALMK
aKkcrpeccun Genka peruHobnacromsl (pRb). Benok-cynpeccop
onyxosieBoro pocta pRb SIB/ISIeTCS OCHOBHBIM HMHIMOMTOPOM
KJIETOUHON Tnponudepauyy, peryJuMpylolyM Tepexos Kie-
TOYHOrO LKA B S-pazy myreM GIOKMPOBKU TOUYKM KOHTPOJIS
G1. briokupoBanue nepexona G1/S ocyluecTsisercs, [MaBHbIM
00pa3oM, yepe3 B3aMMOZENCTBHE C TPAHCKPHUILMOHHBIM (ak-
topoM 1 cemeiicra E2F. B ciyyae myTatmm 6enka pRb tpatc-
KpUNUMOHHbIA dakTop E2F1 nepexomut B akTMBHOE COCTOSIHUE,
YTO B KOHEUHOM MTOTe BeJleT K HeKOHTPOJIMpyeMoii posndepa-
LMK KJETKU M GOPMHUPOBAHMIO KJIOHA OITyXOJIEBBIX KIIETOK.

Jlns HacnencTBeHHbIX (OPM PeTMHOONACTOMBI XapaKTep-
Hbl paHHsIs MaHugecTauus, OuaTepasbHOCTb M MynbTHdO-
KaJIbHOCTb TOpaskeHUsl, MOJIOKUTENIbHbI CeMelHbli1 aHamHes,
a Takke 0OHapYsKeHNe XPOMOCOMHBIX 1 MOJIEKYJISIPHBIX aHOMa-
nuit reHa peruno6nactomsl [10]. 3aboneBaHne MOKET pasBu-
BaTbCsl KaK OJJHOBPEMEHHO B 000MX IV1a3ax, Tak ¥ METaXpPOHHO.

Hannune repmuHanbHOii MyTaumu B reHe RBI criocoGCTByer
TIOBBILLIEHHOMY PHCKY Pa3BUTHSI BTOPbIX OMYXOJIeil: OCTEOreHHOM
CapKOMBI, paka MOUEBOTO ITy3bIpsl, JIETKMX, KOXKH 1 ONyX0J1eit MO3-
ra Ha MpOTSKEHUH BCelt JKU3HW M37IEYEHHOTO OT PETMHOO/IACcTO-
MbI nauyeHTa. GakTopoM, pe3ko MOBBILIAIOLIM PUCK Pa3BUTHS
BTOpPO1 ONYXOJM, SIBJISIETCS MCHOJIb30BAaHWE JMCTAHLIMOHHOM
ny4eBoii Teparnu. Kpaiine penko (He Gonee yeM B 5% ciyuaes
BCEX Hac/efCTBEHHbIX (GOpM) y GONbHBIX Pa3BMBAeTCs TpUiaTe-
pasbHasi peTMHOOIacToMa — COYeTaHHe JBYXCTOPOHHE! peTu-
HOOJ1aCTOMBI ¢ MOPOJIOrMYECKH MAEHTUUYHO! OMYXOJIbI0 MO3Ta,
HanboIIee 4acTo JIOKANM3YIOLLENCs B IMILKOBUIHOM erese [11].

Criopaguueckast ¢popma peTMHOOIACTOMBI AMarHOCTUPY-
ercst B 70—80% cnyuaeB u xapakTepusyeTcst MaHuecTaluei
B CTaplleM BO3pacTe, YHWIATEPalIbHbIM U MOHOQOKAaIbHbIM
XapaKTepoM MOPaXXeHUs.

Y He3HauuTeNbHOIl Ionu mnauueHToB (okono 3%) pas-
BUTHE PETMHOONIACTOMbI HE CBSI3aHO C MyTaLueil B reHe
RBI. B nocnenHue necsatunetrsi MosiBUIUCh paboThl, CBUE-
TeJIbCTBYIOILME O NMPUYACTHOCTH K BO3HHKHOBEHHMIO OMYXOJIU
oukoreHa MYCN [12, 13]. 3aGoneBaHue B TaKOM Cjyuyae Xa-
paKTepH3yeTcst OHOCTOPOHHMM NMOPaXKEHNEM 1 paHHEH MaHU-
dbecrauyeii B nepBoM MOJYrOAWH XKU3HU peOeHKa.

[1aTomoPdoOnOrUs

[o rucronornyeckoit CTPyKType peTMHOOIacTOMa Mpen-
craBisier COOOM 3/I0KAYECTBEHHYIO HENHPOIKTOLEPMAIIbHYIO
OIyXOJIb, Pa3BMBAIOLLYIOCS] M3 HEPBHBIX KJIETOK 3MOpPHOHAIb-
HOI ceruaTku. OmyXosb COCTOUT M3 HeaudpdepeHUUpOBaH-
HbIX Heiipo6IacTHUeCcKHX KJIETOK — PeTMHOOIIaCcTOB, KOTOpbIE
XapaKTepu3yITCsl TMIEePXPOMHbIMU SiApaMH, CKyOHOM LM-
TOIJIa3MO¥i, OOJBLIMM YMCIOM MHUTO30B. CTpOMa B OMyXOJH
OTCyTCTBYyeT. B 3aBucumoctn oT crenenn auddepeHuraLny
OMyXOJIEBBIX KJIETOK PasyiNyaloT peTnHOOIacToMy (BCTpevaro-
LLyIOCS Yallle) U PETHHOLUTOMY.

CornacHo MeskayHaponHo#t  KinaccuduKkauuy 3abosneBa-
Huit B oHKooruu (International Classification of Diseases for
Oncology) peTrHo6nacTome NpUCcBoeH MO ONOrnuecKuii KOz
9510/3, a pernnouutome — 9510/0 [14].

PernHourtoMa — BecbMa peikoe, OIHO- WM ABYXCTOPOH-
Hee J00pOKauecTBeHHOe HOBOOOpa3oBaHue ceTdyaTku. TKaHb
OMyXOJIY COCTOUT U3 I PepeHLIMPOBAHHBIX KJIETOK, U3 KOTO-
pbix 00pasyioTcst UCTHHHbIE po3eTku DnekcHepa — Buntep-

Puc. 1. PoseTkn ®nekcHepa — BuHTepLuTeliHepa (remaTok-
CUNNH-903UH, x400)

Fig. 1. Flexner — Wintersteiner rosette (hematoxylin and
eosin staining, x400)
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Puc. 2. MukponpenapaT peTnHo6nactombl: A — nepuBackynsapHble MydTbl; B — KanbuudmkaTbl B onyxonu (reMaToKCUnmH-

]

Fig. 2. Microslide of retinoblastoma: A — perivascular invasion; B — calcifications (hematoxylin and eosin staining, x100)

TepLUTeliHepa NpeAcTassieT coO0i OKPYMIbIii KJIacTep KIETOK,
CTPYNNMPOBaHHBIX BOKPYT LIEHTPaNbHOro NpOCBeTa, COAepKa-
1Iero MeJIKMe LMTOMIa3MaTUYeCKUe OTPOCTKU OKPY’KAIOLIMX
kyetok. CyllecTByeT BO3MOXKHOCTb 3JI0KaYeCTBEHHOTO Iepe-
POKZIEHUS PEeTMHOLIMTOMBI, B CBSI3U C YeM MaLMeHTbl C 3TUM
3ab0s1eBaHNeM MOJIeXAT TLIATebHOMY JMHAMUYECKOMY Ha-
GmoneHuIo.

PernHo6nacToMa COCTOMT M3 MeNKMX HU3KOAUpepeH-
LMPOBaHHbIX KJIETOK. Pa3nuuaroT ABa Tna pocra onyxomnm —
9HIOO(UTHBIN, WK CTENSLUIACS, U 9K30(UTHbIA. [IpK 3H70-
(GUTHOM poCTe MPOUCXOAUT MPOMHUHUPOBAHNE 00Pa30BaHMUSI
B CTEKJIOBUJHOE TeJjlo, HepelKo ¢ (GOpPMUPOBAHWEM BUTpe-
aJbHbIX OTCeBOB. [IpM 3K30PUTHOM pocCTe ualle BO3HHMKaeT
OTCJIOMKA CEeTYaTKM C HAKOMJIEHWeM CYOpeTHHAaJIbHOM SKuf-
KOCTH, TMOsIBJIeHMeM CyOpeTHHalbHbIX OTceBOB. [lIpu pac-
MPOCTPAaHEHUN ONYXOJU B COCYAUCTYIO 00O0JIOUKY I71a3HOTO
516J10Ka pe3Ko BO3pacTaeT BepPOSTHOCTb reMaTOreHHOro Me-
TacTa3MpOBaHMUSI.

B pacry1ueit onyxonu pa3BrBaioTCst HOBOOOpa3oBaHHbIe CO-
cyabl. Onyxosesble KJIeTKH MPOanpeprupyroT BOKPYT HUX, POp-
MMPpYs! TaK HasblBaeMble NepuBacKysipHble MyPTbl (puc. 2A).
B CBs13M ¢ HENOCTAaTOUYHBIM KPOBOCHAOKEHHEM OMYyXOJb PaHO
rofiBepraeTcsl HeKpo3y, 04aru KOTOPOro SIBASIIOTCS UCTOYHU-
KOM paccenBaHUsl OTAENbHbIX KJIETOK U LieJIbIX KOHITIOMEepaToB.
B ouarax Hekpo3a OTK/IaAbIBAIOTCS COJM KalbLisl, 00pa3yst xa-
paKTepHble ISl OMyX0JH KanbLiydukarsl (puc. 2B).

K/IMHUYECKASI KAPTHHA

lepBblit M Hanbomnee XapaKTEpHbI KJIMHAYECKWil MpPU-
3HaK 3a00JieBaHMs — JIEMKOKOpUS, MpOSBIsoasics: ¢eHo-
MeHOM 0eJoBaTO-KeNTOro CBeueHUsl 3pauka BCIIENCTBHE
OTPa’keHUs CBeTa OT NOBEPXHOCTH MPOMMUHUPYIOLLEN B CTEKJIO-
BUIHOE TEJIO OMyXOJU. ITOT CUMITTOM POIMUTETIM HEPELIKO 3aMe-
YaloT CAaMOCTOSITEINIbHO, B TOM uKcIle Ha poTorpadusix pebeHka
(puc. 3). JpyruMu 4acTbiMi NpOsIBI€HUSIMU 3a0071€BaHMsI SIB-
NSIOTCSL KOCOr7nasue, ocnabieHne NpsMOil peakLMy Ha CBeT,
pasznpaxkeHue r7asHoro si6noka, rudema M Ip., KOTOpble
Bpau MOXKET 3aMeTUTb MpH MEepPBUYHOM OCMOTpe pebeHKa.
Ilpu nporpeccupyrolLeii OTCIONKe CeTYaTKM 3peHIe CHUXKaET-
Cs1 BIUIOTb [0 CJIEMOThI, OAHAKO BbISIBUTb STOT CUMIITOM Y pe-
GeHKa paHHEro Bo3pacTa npu 6aHajbHOM OCMOTpe MeAuaTpy
JOCTaTOYHO CJIOKHO. KOCBEHHBIM MpOSIBIEHHEM TOTEpH 3pe-

HUS1 Ha 7143y C PETMHOOIaCTOMOIA CIysKaT HapyLleH!e MoBeze-
HUs1 peOeHKa, MOsIBIeHNE «HEYKITIOKECTH», HEMOTHBHUPOBaHHbIE
TazieHNs], CTOJIKHOBEHHMSI C Tperpajoii, HeraTuBHAsi peakLysl
TIpY NOTIbITKE 3aKPbITh 30POBBIii [J1a3.

[To mepe pocTa 1 pacnpocTpaHeHus ONyXoJH [J1a3 pearu-
pyeT BOCMaJMUTENbHBIM MPOLIECCOM (YBEUT, UPUIOLMKIIUT).
[pu oTeke opOMTATIBHOM KJIETUATKU W/WIIK PaclpoOCTpaHe-
HUKM B opOMTY pa3BuBaeTcst ak3odranbM. [pu mpopacra-
HUM TpabeKyJsipHOro amnmapata ¥ HapyLIeHWH OTTOKa
U3 I71a3a BHYTPUIJIA3HON >KUIKOCTH Pa3BUBAETCS] BTOPHUY-
Hasl [71ayKOMa, KJIMHUUECKUM NPOSIBJIEHHEM KOTOPOi MOXKET
cTaTh nosiBieHre 60yieBoro cMHApoMa M (y MajneHbKHX Je-
Teit) OydpTanbma.

CUCTEMbI KTACCU®UKALIMM PETUHOBJIACTOMbI

[o mMepe paclimpenust npescTaBieHUit 0 JUarHOCTHKe U Jie-
YeHUM PETMHOOIACTOMBI MCTOPUYECKH TPOMCXOAMIIA 3BOJIO-
LIMsl MOAXOJOB K KJIacCHUKALMK 3TOr0 3a001eBaHMSI.

[Ipeskne Bcero, CTOMT ONpeneNUTb MOHSITHE «MHTPAOKYJISIp-
Hasl peTMHOOJ1IaCTOMa» — MATOJIOTMYECKUi1 MPOLIeCC, OrpaHi-
YeHHbII B peJienax [1a3Horo s6710Ka, Korna nocpencTBOM BCeX
TOCTYIHBIX METOLOB BU3yaJIM3aLIMK JOKA3aHO OTCYTCTBHE pac-
MPOCTPaHeHus poLiecca 3a Npefesbl CKIEepbL.

B 1963 r. A.B. Reese u R.M. Ellsworth npegnosxkunu knac-
cMdUKaLMIO MHTPAOKYJISIpHON peruHoOaacToMbl [15]. OHa
MCIOMIb30Basach BIIoTh 40 2005 r. 1 MMena GoJbLIoe NPaKTH-
YecKoe 3HaueHue B NepUOJ, KOTAa /7S JleueH!s IMPOKO NpU-
MeHAJ1aCb IMCTAaHLUIMOHHA Jly4yeBas Tepanusi.

Puc. 3. Jlelikokopus (CMMMNTOM «KoLL@4bero rnasa»)
Fig. 3. Leukocoria (“cat’s eye reflex”)
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Ta6bnuua 1. MexagyHapogHas kKnaccugukaums MHTPaoKynsp-
Hon peTuHo6nactomsl [IRC [16]

Table 1. International Intraocular Retinoblastoma
Classification (IIRC) [16]

Ipynna
Group

XapakTepucTuka

Characteristics

Onyxonb <3 MM, PaccTOfHWE OT ONYXONM A0 LEHTPanbHON SMKM
>3 MM, paccTOsHME OT ONyXoiM [0 OUCKA 3PUTENbHOr0 HepBa
>1,5 MM, HET BUTPEanbHbIX OTCEBOB W OTC/IOMKN CETHATKM

Tumor size <3 mm, distance from the tumor to the fovea >3 mm,
distance from the tumor to the disc >1.5 mm, no vitreous seeds, no
retinal detachment

Pa3mep onyxonu >3 MM WnK NoKanu3auua onyxonu B 06nacTu LeH-
TPanbHON AMKK UMK QUCKA 3PUTENILHOIO HEPBA, UNKU Hanuuue cyope-
TUHANbHOWN XMAKOCTH HA PaccTOAHUM <5 MM OT ONYX0NM, HET BUTPE-
B anbHbIX UK Cy6PETUHANbHLIX 0TCEBOB

Tumor size >3 mm, or tumor localized in the fovea or near to the
disc, or small cuff of subretinal fluid <5mm from tumor margin, no
vitreous or subretinal seeds

0fHa MM HECKONbKO AWCKPETHbIX ONYXONei W/Mnu NOKanu3oBaH-
Hble MENKOAUCNEPCHbIE BUTPEaNbHbIE UMK CYOPETUHANbHbIE OTCEBbI
Ha PaccTosiHMM <3 MM OT ONYXONK; Hanuune cybpeTUHaNbHON XUR-
C KOCTM Ha Nnowaam ceTyatku <1 KBagpaHTa

One or more discrete tumors of any size or location and/or focal vit-
reous or subretinal seeds <3mm from tumor margin, <1 quadrant
subretinal fluid may be present

Iudbdpy3Has MHDUNbTPATUBHAA onyXonb, unu Auddy3Hbie BUTpe-
anbHble W/Mnu cybpeTMHanbHbIE OTCEBbI, WM Hanuuue cybpeTn-
HanbHOH XMAKOCTM HA Nnowaau cet4atkn >1 KBajgpaHTa, BNNOTH
A0 TOTanbHOW OTCNOWKM CETYATKM, MW HaNM4Me 3aKPbITOYrofb-
HOW rNayKombl

Diffuse infiltrative tumor, or diffuse vitreous and/or subretinal seeds,
or >1 quadrant subretinal fluid (and even retinal detachment), or an-
gle-closure glaucoma

HeobpaTumas HeoBackynapHas rnaykoma unu MaccuBHOE BHYTPH-
rNasHoe KPOBOM3NUAHWE M FUCDEMA UNM ACENnTUYECKWA LEenninuT
OpOMTBLI, UNK ONYXONb PacnonoXeHa KNepeay 0T NepefHen nosepx-
HOCTH CTEKNOBMAHOrO Tena, WM PacnpocTpaHseTcs B nepeaHui
E CErMeHT rnasa, Unu NpUNexuT K XpycTanuky, unu iTU3uc u npe-
thTM3nc rnasa

Neovascular glaucoma, or massive intraocular hemorrhage and hy-
phema, or aseptic orbital cellulitis, or tumor anteriorly to the anterior
vitreous face, or tumor touching the lens, or phthisis/pre-phthisis bulbi

C nmnosBnenMeM HOBbIXx MeTofoB JeueHuss B 2005 T.
Obina paspaboraHa MexkayHaposHast KnaccuduKauust HH-
TPaoKyJNsipHO#  petnHoOacTomel  (International Intraocular
Retinoblastoma Classification — IIRC), xoropast nossosuia
OLIEHMBATb MPOrHO3 3a00JieBaHMsl MPH MPUMEHEHUH CHUCTeM-
HOIt MOJIMXMMHOTEPAIUU 1 OTIPeeNsiTh YeTKMe MoKa3aHus Ans
npoBezieHns opraHocoxpassioiero seuenus [16]. CornacHo
kiaccudyKaLyy MopaskeHHble [1a3a pacrpemnesisiioTcsl Ha Kiu-
HUYECKHMe IPyMIbl, KOTOPBIM NpKUCBauBaeTcsl OykBeHHast abOpe-
Buatypa ot A 110 E (ta6n. 1). [o3auee C.L. Shields et al. (2006 r.)
npennoxum mogudukaumo [IRC, cornacHo xoTopoii B cinyuae
TNOpasKeH!s1 OMyXO0JIblo 60JIee MOJIOBUHBI [TIa3HOTO s16710Ka MaLy-
eHT cTpathuuMpyercst B KiMHudeckyo rpymny E [17]. Takum
00pa3oM, Ha HACTOSILLIMI MOMEHT B MHpPE ORHOBPEMEHHO HC-
T0JIb3YOTCSl Kak MUHMMYM J1Ba BapuanTa [IRC, uro satpynnser
MHTepIpeTaLuIo pe3yJbTaToB JleueH!sl UHTPAOKYJISIPHOM peTu-
HOOJIaCTOMBI Y pa3HbIX aBTOPOB U He T03BOJISIET POBECTH KO-
PEeKTHOE CpaBHEHNe Pa3IMYHbIX KIMHUYECKHUX NCCIIeOBAHHIA

B 2006 r. rpynmnoit 3kcrepToB, NPMHUMABLLMX yyacTHe B pas-
pa6otke [IRC, Takske Gbia npefsioskeHa yHUHULIMPOBAHHAsI MEX-
JyHapOZIHas CUCTeMa CTaAMpPOBaHMs 9KCTPAOKYIISIPHOM PETHHO-
6nacromsl (International Retinoblastoma Staging System — IRSS),
OCHOBAHHasl Ha OLIEHKE PaZiMKaJIbHOCTH BbINOJIHEHHO! 3HyKJIea-
LMK 1 IMCCEeMMHALIMK OITyXosieBoro npouecca [18].

[oBOpSt 0 pa3iMuHbIX CMCTeMax CTafMpOBAaHMSI U KJAcCU-
¢duKaLyKM peTMHOGNIACTOMBI, HEJlb3sl He YIOMSIHYTb O MeXIy-
HapozHoii cucreme TNM (tumor, node, metastasis), koTopast
B 2017 r. nonsepriach nepecMoTpy AMEpUKaHCKMM 00be-
IMHEHHbIM KOMUTeTOM Mo paky (American Joint Committee
on Cancer — AJCC). B xone pabotel Han 8-it pemakumeii
AJCC npuMeHHUTENbHO K PeTMHOOIAcTOME B KiacCU(UKALIMIO
TNM 6b110 BBEZIEHO OMNpeiesieHre HaceNCTBEHHOrO XapaKTe-
pa 3aboneBanusi, 0603HaueHHOe OykBo¥t «H» (heritable trait —
HacnencTBeHHbli xapakrep) [19].

,D,I/IAFHOCTI/IKA PETMHOBJIACTOMbI

O¢pmanbmockonus npu3HaHa «3010TbIM CTaHAAPTOM» B U~
arHocruke petuHobnactoMsl [20]. OcobeHHOCTbIO 0dTanbMO-
CKOTMH Y JIeTeil SIBIISIETCS UCCIIeNOBaHUE B YCIIOBUSIX MaKCH-
MaJIbHOr0 MeIMKaMEHTO3HOr0 MUIpHa3a U MEIMKaMEHTO3HOr0
cHa, GOTOPUKCALIMS OCYLLECTBISIETCS HA PETUHAIbHOM Nefua-
TpUuecKoit kamepe (puc. 4).

Puc. 4. [1ByXCTOpPOHHSAA MynbTUdOKanbHas petmHobnactoma, rpynnsl B (cnesa) n C (cnpaga)
Fig. 4. Bilateral multifocal retinoblastoma, group B (left) and C (right)
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KAMHMYecKasa npakTuka
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Smoothing
Frame Rate :High :

Puc. 5. CoHorpamma rnasHoro si6noka ¢ peTMHo6/1acToMOoMn
(cTpenkamu ykasaHbl KanbumdmKaTbl)

Fig. 5. Eyeball with retinoblastoma with clusters of
calcification (arrows), sonography

JlaHHbIIi MeTox BM3yanM3aluuy NO3BOJseT AudepeHLu-
poBaTh peTMHOOJaCTOMY OT APYrMX MOpPaskeHMil CeT4aTKy
(6onesnb Koarca, perponentanbHasi ¢puOpOAKMCIIIA3MS, SHI-
odTanbMuT, ramMapToMa CeryaTKd M Mpo4.), KapTUpOBAaTb
OMNyXOJIeBble Y3JIbl U OTCEBbl, ONpeNessiTb CTeMeHb TSKeCTH
TNOPaXeHs I71a3a U, COOTBETCTBEHHO, KJIMHUUYECKYIO Ty,
MOHMTOPHPOBATh OTBET Ha JiedeHne. PakTopamm, CHUXKAKOLLU-
MU JIMarHOCTUYECKYIO0 LEHHOCTb OPTaTbMOCKOMNH, SIBJISFOTCSI
KPOBOM3JIMSIHME B CTEKJIOBUIHOE TeJIO, MAacCHUBHAsl OTCJIONKA
CeTYaTKU M HEMpO3pa4yHOCTb CPefi, HepenKko OOyCIIOBJIeHHas
KPYMHBbIMU 0671aKOBUIHBIMU MHTPABUTPEAJIbHBIMU OTCEBAMM.

Ynempassykosoe uccnedosanue 21a3 TaKkKe BXOAUT
B CTaHAApThl 0053aTeNbHOr0 0QTanbMOIOrMUecKoro obce-
noBaHus npu petuHo6nactome. OnHUM M3 HauGonee nHbOp-
MAaTMBHbIX MeTONOB siBJsieTcsl B-ckaHupoBaHMe IJ1a3HOro
s16710Ka, No3BosioLLiee Gnarozapst BU3yanu3aLny MC-TKaH!
B PasIMYHOM MOJIOKEHUM [7a3a OTIMYUTb PETHHOOIACTOMY
oT reMo(TanbMa, IHAOPTANbMUTA, OTCIIOMKM CETUaTKH, pe-
TpoJIeHTanbHON $pubponnasuu, Gpubpo3a CTEKIOBUIHOrO Tena
v Jpyroit matosnoruv opraHa 3penus [20]. BoisBneHue knac-

CHYECKUX KaibLiMpMUKaTOB B OMyXonu, 6e3 COMHEHMs, MOI-
TBEP3KIAET AMarHo3 peTMHOO1acToMbl (pUC. 5).

Onmuueckas — KozepenmHas —momoz2pagus  TNO3BOJsI-
€T Uerko BW3yalu3MpOBaTb B3aMMOOTHOLIEHHE OMNyXOJn
C CeTyaTKoii U xopuouneei, IMdpPepeHIpoBaTh 3K30- U 3H-
IOGUTHBIN POCT PETHHOOIACTOMBI, JaTh METPUUYECKYIO XapaK-
TEPUCTHUKY ouaram onyxosu (puc. 6) [20].

Ynempaseykosas 6Guomukpockonus TO3BONSET OCOOEH-
HO TLIATEJbHO OLEHMTb IepefHHe OTAeJNbl CeTYaTKW I71a3a,
LWIMapHyto obnacTb 1 nepenuuit cerment [21]. Tpu ananu-
3e 6osee uem 100 7123 3TOT METOJ, HE NOKAa3aJl HY OJJHOTO JIOXK-
HOIMOJIOKUTENIbHOTO WIIM JIOKHOOTPULIATENIbHOTO pe3yJibTaTa,
YTO TOATBEPXKAAeT ero BbICOKYIO AMAarHOCTMYECKYI0 3HAuu-
MOCTb TpY NEPBUYHO AMAarHOCTHKE 1 MOC/IeNyOLeM JUHAMH-
4yecKoM HabJroieHny 3a nauyeHtamu [22].

Mazrumro-pe3onarcnas momozpagus (MPT) opout u ro-
JIOBHOT'O MO3ra I0Ka3ajia CBOM IPeUMYyLLecTBa fepes; KOMIIbIo-
TepHOI1 ToMorpadueli B OLieHKe paclpoCTPaHeHHs! OMyXOJn
3a mpeiesibl [71a3HOTO $I6JI0KA, MHBA3WKM 3PUTENbHOTO HepBa,
riopakeHus BelllecTBa roJIOBHOrO MO3ra (MeTacTasbl Ui TpU-
natepanbHasi peTMHOOIAacTOMa), OHa MO3BOJISET HOCTAaTOY-
HO TOYHO OCYILECTBUTb CTaAMpoBaHWe npouecca [23, 24].
MPT-uccnenoBaHne ¢ KOHTPACTMPOBAaHUEM sIBJIsieTCsl 00si3a-
TeJIbHbIM METOZIOM KaK Ha 3Tare NepBU4HOI IMarHOCTHKH, TaK
M B MpoLecce AMHAMMYEeCKOro HabJoIeHHs 3a MalleHTaMu
C PeTMHOGIACTOMOIA.

3AKIIOYEHHUE

PeTrHO61aCTOMY MOSKHO C YBEPEHHOCTBIO OTHECTH K pa3-
psiy Heomasuit, AMarHoCTHKa KOTOPBIX BO3MOXKHA HA PAHHMX
cranusx. HecmoTpst Ha penkocTb atoro 3abosieBaHmsl, Mpak-
TUUYECKU KaXKIbIM [EeTCKUN OCl)Ta)'leOJ'IOF B CBOEH npakTuye-
CKOii paboTe XOTst Obl OAHAKZb!I BCTPEYAeT TAaKOro MaliieH-
Ta. [Ipy 3TOM MMEHHO O(TaIbMOJIOT UrpaeT KIIOUeBYIO POJIb
B yYCTAHOBJIEHMM JIMarHo3a M, UTo KpailHe BaskHO, ONpesensieT
KIMHUYeckyto rpymny no knaccuguxaumuu IIRC. CoBpemen-
Hble CTpAaTerny paHHell IOMarHOCTHKM OIMyXOJM HarpaslieHbl
Ha obecrievyeHne BO3MOXXHOCTH MPHMEHEHHs OpraHoCoXpa-
HSIIOLLIMX METOIMK B ee JIeYeHHH, YTO TO03BOJISIET COXPAHUTD
HE TOJIbKO 3KM3Hb, HO U [Ia3HOE SIOJIOKO 1 3peHue y pebeHKa.

Takum 06pa3oM, IMEHHO COAPY>KECTBEHHast paboTa JETCKUX
0¢TanbMONIOroB, IETCKUX OHKOJIOTOB M JIyYeBbIX AMArHOCTOB
SIBJISIETCS] 3aJI0rOM yCIlexa B M3JIeUeHNH MaJIeHbKHX aLIEHTOB.

Puc. 6. OnTnyeckas KorepeHTHas ToMorpamma rnasa ¢ peTmHo6n1acTomon npu sHaoduTHOM (A) 1 ak3oduTHOM (B) pocTe ony-
Xonu (KpacHbIMM CTpenkamMun ykasaHa ceTyaTka, 6enbiMn CTpesikaMmm — y3en onyxosn)

Fig. 6. Optical coherence tomography of endophytic (A) and exophytic (B) retinoblastoma (red arrows — retina, white arrows — tumor)
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