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Ilean. AHaIU3 CIy4aeB PETMHOGIACTOMBI B ITepMCKOM Kpae.

Marepuansl M1 METOABL. [IDOBEACH PETPOCIEKTUBHBIN aHAIU3 AMOYNIaTOPHBIX KapT 29 A€Tell ¢ AUarHo30M
PETMHOOIACTOMBI, HAXOAUBIIUXCA HA AUCIAHCEPHOM YYETE B IETCKOM OHKOIE€MATOJNOTMYECKOM LICHTPE T.
Tepmu 3a 18 sier (19962013 ).

Pesyabrathl. 13 29 fereli ¢ JUarHO30M PETMHOOIACTOMBI Ha 37 I71a3dX B BO3PACTE OT 1 rofa 5 MECALEB 10
18 setT ManburKoB O6bUIO 15 (51,7 %), neBouek 14 (48,3 %). lnaruo3 ObUI OCTABICH HA IEPBOM IOy JKU3HU
TIOYTH B MONOBUHE CiyyaeB — 48,3 %. Yaie mopaxammch jesbie 1aza — 24 (65 %); B ropoaax [IepMckoro
Kpas npoxusaeT 15 getert (51,7 %), npudem MOMOBUHA U3 HUX — B T. [lepmu. OTArOmeHHAs HACIEACTBEHHOCTD
BBIABJIEHA JIMLIb Y 1 pebenka (3,4 %) ¢ MOHOKY/LAPHON (pOPMOI, 1 Cirydarl peTUHOOIACTOMBL Y IBYX CBOZHBIX
(mo ormy) 6patheB C OMHOKYIAPHOH DPETHMHOOMACTOMOH. IIpodecCHOHaNbHAS BPEFHOCTh POAUTENCH
OTMEYCHA B 4 CEMBAX; CONYTCTBYIOMIUE 3200/IEBAHMA BhIABICHI y 15 Matepet (51,7 %).

MoHoKymApHasg (GopMa peTUHOONACTOMBL Oblia y 21 pebeHka, OUHOKYIAPHAA — Yy 8. OHYKICUPOBAHO
26 mopaeHHsbIX 17133 (70,3 %) y 25 JieTert ¢ HOCAEAYIOmEH MOMMXUMUOTEPAINEI; OPrAHOCOXPAHHBIE METO/IbI
JeyeHyd (MOJMMXUMUOTEpANUA U JIy4eBas TEpanmud) MPOBOAWIACh HA 7 IMa3ax. Pogurenn 2 pereit
C GUHOKYIIPHOH! (POPMOY PETUHOOGNACTOMBI OTKA3AMUCh OT JIEYEHUA U B PE3YIbTATE THKENOTO OOIIETO
COCTOAHUSA, PA3BUBLICIOCA HA (POHE ICHEPANTU3OBAHHOIO METACTA3UPOBAHHA, ITH ICTH NOTUOMH.

Beisoppl. [logBICHUE B KPAEBOM LEHTPE COBPEMEHHOIO AMATHOCTHYECKOIO OOOPYLOBAHMA M OHKOJO-
TMYECKASA HACTOPOKEHHOCTD CPEU AETCKUX O(TANIBMOMNOIOB JACT HAZAEKAY Ha O0JIEE PAHHIOK JUATHOCTUKY
U OPraHOCOXpaHALee JeueHne. Heo6X0AUMO MPOBEAEHUE MEIMKO-TEHETHUECKOTO KOHCYIBLTUPOBAHUSA
ponuTeneit U3 IPyII PUCKA.

Kirouessie ¢10Ba. PETMHOOIACTOMA, OPraHOCOXPAHHOE NEYCHUE, IHYKICALIHA.

Aim. To analyze the cases of retinoblastoma in Perm Krai.

Materials and methods. Retrospective analysis of case histories of 29 children diagnosed retinoblastoma
who had undergone medical examination at Perm Children's Oncohematological Center during 18 years
(1996-2013) was performed.

Results. Out of 29 children aged 1 year 5 months to 18 years who were diagnosed retinoblastoma on 37 eyes
there were 15 (51,7 %) boys and 14 (48,3 %) girls. Nearly in half of cases retinoblastoma was diagnosed at the
first year of life — 48,3 %. More often the left eyes were affected — 24 (65 %); 15 children live in the towns of
Perm Krai (51,7 %) and half of them live in Perm. Burdened heredity was detected only in 1 (3,4 %) child with
monocular form, 1 case of retinoblastoma — in 2 stepbrothers (by father) with binocular retinoblastoma.
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Occupational hazard of parents was noted in 4 families; concomitant diseases were found in 15 mothers
(51,7 %). Monocular form of retinoblastoma was registered in 21 children, binocular — in 8 children;
26 (70,3 %) injured eyes were enucleated in 25 children with the following polychemotherapy; organ-
preserving methods of treatment (polychemotherapy and radial therapy) were applied on 7 eyes. Parents
of 2 children with binocular form of retinoblastoma refused from therapy, and as a result of severe state of
health against the background of generalized metastatic disease, these children died.

Conclusions. Modern diagnostic equipment which appeared at the regional center and oncological
suspicion among pediatric ophthalmologists give hope of earlier diagnosis and organ-preserving treatment.
It is necessary to carry out medical-genetic consultation among parents of risk group.

Key words. Retinoblastoma, organ-preserving treatment, enucleation.

BBEJEHHE

PeTnHOG/IACTOMA — 37I0KAYECTBEHHAS OITy-
XOJIb CETYATON OOOJNIOUKH 171434, PA3BUBAIOIAS-
€ NPEUMYIIECTBEHHO B JIETCKOM BO3PACTE W3
TKAaHEH  3MOPUOHATBHOTO — IPOUCXOXKICHUAL
3a60/1€BAHNE YaIE BCETO MPOABIACTCA Y AETEN
JI0 3 JIeT; PACIPOCTPAHEHHOCTh — 1 CIy4ail Ha
10000-17000 »x1BbIX HOBOPOX/IEHHBIX [3, 4, 5].
VYIEnbHBI BEC PETUHOOMACTOMBI B CTPYKTYPE
BPOXKJICHHBIX 3400JIEBAHUN V143 COCTABIAET
0,7 %, 4 Cpean BCEX 37OKAYECTBEHHBIX OIYXO-
JIert ieTcKoro Bospacra ot 1,1 1o 3,8 % [1]. Cpe-
JU BCEX BHYTPUIVIA3HBIX OIYXOJEH Yy JeTei
YACTOTd PETUHOOMACTOMBI jocTuraer 31,7-
35 %, 4 Cpefu 3/I0KAYECTBEHHBIX BHYTPUIVIA3-
HBIX omnyxonelt — 90-95 % [2, 5]. Jleuenue pe-
TUHOOJIACTOMBI  KOMIUIEKCHOE, WH/IVBH/ya/Ib-
HO€, HANIPABJIEHO Hd COXPAHEHNE XKU3HU U I71d-
32 pebeHky. Kpurepuem BbIOOpa ABIAETCA
crajus 3200/1€BaHNA — HA PAHHUX 3TANAX BO3-
MOXHBI OPIAaHOCOXPAHAIOMNE METOAB! (JIyde-
BAs TEPAIUS, JIA3€P- U KPUOAECTPYKLMA), B 60-
JIe€ TO3HEM TIEPUOJIE — SHYKICAMA TTIA3HOTO
A0/10Ka. BeeM fieTaM 00432TENbHO TIPOBOAUTCA
NOJIMXUMUOTEPANU. [Ipu CBOEBPEMEHHON U~
ArHOCTUKE U 4IEKBATHOM JIEUEHUH B CIICIIUAIIU-
3UPOBAHHBIX IIEHTPAX BBUKMBAEMOCTb IIPH MO-
HOKYJIIPHON (popMe cocTasier 98 %, npu ou-
HOKyspHOM — 85-90% [3]. JucnancepHoe
HAOMIO/IEHNE TTAIUEHTOB JIOJKHO OBITh TOKU3-
HEHHBIM.

Llens paboms, — aHAMA3 CIy4aeB PETH-
HOOG/1aCTOMBI B [IepMCKOM Kpae.
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MATEPHAJIBI 1 METO/JbI
HCCJIEJOBAHUA

[IpoBeieH peTPOCHEKTUBHBIN AHAIM3 AM-
OYIATOPHBIX KapT 29 JE€TEN € YCTAHOBIECHHBIM
JMATHO30M PETMHOOIACTOMBI, HAXOJUBIINXCH
Ha IMCNIAHCEPHOM YYETE B JICTCKOM OHKOIreMa-
TOJMOrMYeCKoM LieHTpe I. Ilepmu 32 18 jer

(1996-2013 ).

PE3YJIBTATBI U UX OBCYKIEHUE

Ha 31 pexa6bps 2013 1. Ha yuete B LleHntpe
COCTOANO 29 fieTell ¢ IMarHO30M PETMHOOMA-
CTOMBI Ha 37 11a3ax. Bopacr jereit Ha JaHHBIA
TIEPHOZ, COCTABII OT 1 roga 5 mecaues o 18 rer:
n0 5 ner — 8 uenosek (27,6%), 6-8 ner - 5
(17,24 %), 9-10 ner - 8 (27,6 %), 12-18 net — 8
(27,6 %). MambunkoB 66110 15 (51,7 %), ieBoyex —
14 (48,3 %). JuarHo3 OpU1 IOCTABIEH Ha 1-M
TOJly KA3HMA IOYTH B IOJOBUHE CJIY4A€B —
48,3 %, Ha 2-M — 27,6 %, Ha 3-M — 20,7 %, Ha 5-M —
1 pebenky (3,4 %). B ropogax Ilepmckoro kpas
NpOoXUBaET 15 60mbHBIX (51,7 %), B CEMBCKON
MeCTHOCTH — 14 (48,3 %). bompmmHCTBO —~ TO-
POACKUE [JeTH, B OCHOBHOM u3 T.llepMu
(53,3 %), IpruyeM TIONIOBUHA U3 HUX NIPOXKUBAET
B OPUKOHUKUJ3EBCKOM PaioHe; 13 I. KyHrypa —
13,3 %. Jletnn U3 CembCKOW MECTHOCTH B OOJIb-
IIUHCTBE CJIy4deB NPOXUBAIM B IOPIMHCKOM,
T'opHo3aBozckoM, YepHYmUHCKOM, [aiiHCKOM
paronax (mo 14,3 %). OraromenHas HaCxesCT-
BEHHOCTD I10 JJAHHOMY 3200/I€BAHUIO BBIAB/ICHA
mumb y 1 pebenka (3,4 %) ¢ MOHOKY/IAPHOMN
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(bopmoOH (IO JIMHUM MATEPU B HECKOIBKUX I10-
KOJICHUAX OMHOKY/IAPHAA PETUHOONIACTOMA).
Taxoke BbUIBIEH 1 Clyyall pETUHOOTIACTOMBI Y
JIBYX CBOAHBIX (TIO OTIy) OPATHEB C OUHOKY-
JAPHON PETUHOOIACTOMOM.

[Ipogheccnonanbuas  BPEAHOCTh  POAUTE-
el UMETA MECTO B YETBIPEX CEMBAX: B OJHOU
OTEIL CIYKWI B PAKETHBIX BOVICKAX, B IPYTOH —
B XUMMYECKON 30HE, B TPETHEI — 064 POAUTENS
paboTamu B TOPHOAOOBIBAIOMIEH  IIAXTE;
y GONBHBIX OPAThEB OTEL[ B MOJOJOCTU IIOA-
BEPICA PafMALIMOHHOMY 00/1y4eHnIo. COIyTCT-
BYIOIME 3200JIEBAHKA BBIABICHHL y 15 Marepeit
(51,7 %), 3 HUX XPOHUYECKUE (IUENOHEDPUT,
TOH3WLIAT) — Y 5 (33 %), OCTPBIE 3a60IEBAHNA
BO Bpema 6epemennocty (OPBY, anruna, oct-
DBIFT TPUXOMOHMA3HBII KOMbIHUT) — Y 10 (67 %).
AKyImepcKuil aHaMHE3 6EPEMEHHOCTH U3BECTEH
B 15 (51,7 %) ciydadx; HA HAIMYUAE MEULINH-
CKUX 200PTOB B NPOIUIOM YKA3AIU 7 KEHIINH
(46,7 %); 6EPEMEHHOCTb OCTIOKHSIIACH YIPO30H
HEBBIHAIIMBAHMA UIOAA B O CIyYasX M TOKCH-
KO30M — B 4.

Cpenn CONMyTCTBYIOIIEH MATONOTMU Y Jie-
TEW BBIABICHO: JKENE30/IC(DULIMTHAA aHEMUA —
y 2, UUTOMETAIOBUPYCHAA W DIIITEHH-bapp
UH(QEKINY — Y 2, IEPUHATAUILHOE NOPAKEHUE
LCHTPAIbHON HEPBHOM CHUCTEMbI CMEMIAHHOIO
reHe3a — y 3, CUHAPOM [BbIXaTEIbHBIX pPac-
CTPOVICTB U ABUT'ATENBHON AUCYHKIMU — Y 1,
JIBYCTOPOHHAS HEUPOCEHCOPHAA  TYIOYXOCTb
U UCKPUBJICHUE HOCOBOW IEperopogku — y 1,
CUHJIPOMBI HENPOPEPIEKTOPHON  BO3OYAUMO-
cru -y 1, nepedpacrennueckuit — y 1, asura-
TEIbHON AUCHYHKLMH — Y 2.

Jlnarno3  pEeTUHOOMACTOMBI  COYETANICA
C IPYTMMU TIATOJIOTMYECKUMH  NIPOABNEHUAMU
co ctopons a3 y 20 (69 %) aereit (Kocora-
3Ue, YBEUT, TUIIEPTEH3UsA, OTCJIONKA CETYATKH).

MoHOKyApHas (POpMa PETUHOOMACTOMBI
Obuta y 21 pebeHka, GUHOKyIApHasA — y 8. Yame
TIOPAXKAJICS JIEBBIA I71A3 — 24 (65 %) ciyyas, pe-
Ke — mpasbit — 13 (35 %). OnHOCTOPOHHSAA
PETUHOOIACTOMA Yallle BBUB/IIACH BO II cTa-
mn (95,2 %) 3a001€BaHUSA COTIACHO MEXKIYHA-

poxHOU noctapuitHor TNM knaccudukanuy,
npuyeM Bo IIA craguu (62 %); pexe — B III
(4,8 %). JIByCTOPOHHAA PETUHOOMIACTOMA TAKKE
gatme BeIIB/ILIIACH BO 11 craguu (56,25 %) 3260-
nesanud, npudeM IIC (43,75 %); pexe — B 1
(25 %) n 111 cragusax (18,75 %).

YunTbBaA OOMBIIME PA3MEPBI HOBOOOPA-
30BAHUI IIPU OTHOCHUTENBHO ITIO3AHEH IOCTA-
HOBKE /INArHO34, OBUIA IIPOBEJIEHA SHYK/ICAINS
26 nopaxeHHbIX 17133 (70,3 %) y 25 AETEH C M0-
CIEIYIoNEH MONMUXUMUOTEPATINAEHE: TOCIE T10-
CTAHOBKM JIMATHO32 CPA3y K€ yAaIeHb! 18 a3
(69 %); B TeYeHUE TMEPBBIX 6 MECALIEB U Yepe3
1 rop — 1o 3 m1asa; yepes 2 roga — 2 rnasa. Op-
IAHOCOXPAHHBIE METOABI JIeUeHUsA (IIONUXHU-
MHUOTEPATINA U JIy4€BAA TEPAINA) IIPOBOSUIUCH
Ha 7 miazax. Pogureny 2 eteit ¢ OMHOKY/IPHON
(opMOI peTUHOGIACTOMBI (4 T71432), BBIABIECH-
HOU B BO3pacTe 3 1 11 MecAes, KATErOPUUECKH
OTK43IUCh OT 3HYKIEAIUM U NOIAXUMUOTE-
pamuu. B pesyaprare THKENIOro OOmero co-
CTOAHMA, PA3BUBLIETOCA HA (POHE T'EHEPAIU30-
BAHHOI'O M€TACTa3upoBanud, B 2013 1. 3111 1eT!
B BO3PACTE 5 U 3 JIET OrUOIN.

BbIBOIBI

AHAIM3 CJTy4a€B PETUHOOMACTOMBI B [lepM-
CKOM Kpae IOKA3aJ, Y4TO JAHHOE 3200JIEBAHUE
BCTPEYANIOCh C  OJMHAKOBOM YACTOTOM Kak
Y MAJIbYMKOB, TAK U Y JEBOYEK, KAK 'OPOJCKUX
JKUTENEN, TAK ¥ CETbCKUX, yate (65 %) mopa-
XKancd JieBblid 17123, Cpeay AETer, MPOKUBAIO-
mux BI. [lepmu, oOpamaer Ha ce0d BHUMAHUE
OOMbIIAA  BCTPEYAEMOCTD  PETUHOOIACTOMBI
B OpPKOHUKU3EBCKOM  parioHe (50 %), uro
MOXKET OBITh CBA3AHO C BBIOPOCOM 3arPA3HA-
IUX BEMECTB B ATMOC(EPY MPOMBIIUIEHHBIMU
IPEAIPUATUAMY, KOTOPBIE PACHOIATAIOTCA Ha
JIAHHOM TEPPUTOPUU. B OCHOBHOM BCTpEYaIach
CIIOpANYECKad (hOpMa PETUHOOIACTOMBI (Ha-
CJIEJICTBEHHOCTD BBIAB/IEHA JUIIb y 1 pebeHKa
(34 %); cemeitHag GopMa — y JBYX CBOJHBIX
OpatbeB). Y NONMOBUHBI MaTeper OBl OTATO-
IICHHBIA AKYIIEPCKO-TUHEKOIOTMYECKUI aHaAM-
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He3. YV OOJBIIMHCTBA JIeTe HMETach OOIas
(51,7 %) u rmasnas (69 %) COMyTCTBYIOMAS Ma-
tonorus. B 6onpmmHcTBe Ctydaes (70,3 %) us-
34 IO3JHEN IOCTAHOBKM JIMATHO32 UCIOJB30-
BAJICA PA/IUKAILHBIA METOJ JIeYeHUs (IHYKIEA-
U [71a3HOTO 46710K4). OTMEUYEHO 2 Cydas Jie-
TAILHOTO MCXO/d IIPH TIOTHOM OTK43€ POJUTE-
JIE OT BCEX METOAOB JedeHUs . OCTa/lbHbIE
27 peTen B HACTOAIECE BPEMS JKUBbI U HAXOJIAT-
€4 HA JUCTIAHCEPHOM YYeTe.

[losgBeHUE B KPAEBOM LIEHTPE COBPEMEH-
HOI'O JJMArHOCTUYECKOrO obopynosanusd (Ret-
Cam) faer HafexKy HA U3MEHEHUE CUTYALUU
B II0/Ib3y PAHHETO BBIABICHUA 3400/CBAHUS ,
CJIE/IOBATENBHO, YBETUYEHHS BOSMOKHOCTH Op-
TAHOCOXPAHAIOIIETo JieyeHns. IIpu 3TOM Bax-
HBIM OCTA€TCS TIPOBEJICHUE MEIUKO-TEHETUYEC-
KOTO KOHCYJIBTAPOBAHUA POAUTENEH U3 TPYIII
PUCKA VI TIPEAYNPEXACHUA POXIACHUA OOJb-
HOT'O pebEHKA WX IIOCTIE €T0 POKACHUA — BbI-
ABNEHUE ONYXOMM Hd PAHHUX CTAIUAX Pa3BU-
e, JleTckue O(TanbMONOTH JO/DKHBL UMETh
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OHKOJIOTMYECKYIO HACTOPOKEHHOCTb U IIPOBO-
JUTh O(PTAIBMOCKOIIMIO B YCIOBUAX MEIMKA-
MEHTO3HOT'O MU/IPHA32 B TEYEHHE TIEPBOTO TO/A
KU3HY PEOCHKA.
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