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Aim. To determine the incidence and the time of the occurrence of second nonocular malignant tumors (SMT) among
survivors of retinoblastoma.

Materal and methods. 903 children with retinoblastoma were examined and treated in the ocular oncology and radiology
department of Helmholtz National Medical Research Center of Eye Diseases from January 1986 to December 2008.
The study included 140 patients with retinoblastoma (70 men, 70 women) who received treatment from the age of 1.5
months to 108 months (average age at the start of treatment was 21.5+19.0 months, median 16 months), in whom it was
possible to evaluate complete information about the health condition. When assessing vital status, the average age
of patients was 244.6+78.4 months (median 228 months, max. 420 months, min. 120 months). The median of follow-up
period was 228 months. (interquartile range from 168 to 288 months). The monolateral disease was diagnosed in 62.1%
of cases (n=87), the bilateral — in 37.9% (n=53).

Results. In a retrospective study of 140 patients, the SMT were detected in 9 cases (6.4%): osteosarcoma of femoral
bone (n=4), parotid adenocarcinoma (n=1), femoral leiomyosarcoma (n=1), bladder lymphosarcoma (n=1), cervical
cancer (n=1), histiocytoma (n=1). In 1 case, after osteosarcoma of the femoral bone, the third and fourth tumors
in the form of thyroid cancer and soft tissue sarcoma of the shoulder metachronously developed. The median from
the start of treatment to the appearance of the SMT was 216 months. Survival in the general group was 98.6% (n=138
out of 140). Among 9 patients with SMT 2 cases were fatal. The risk of developing SMT with bilateral disease (15.1%,
n=8 out of 53) was significantly higher than with monolateral disease (1.1%, n=1 out of 87; p=0.00186). Among patients
who received radiation therapy (RT) (29.3%, n=41), SMT were detected in 9.8% of cases (n=4), among patients who
did not receive RT (70.7%, n=99), SMT detected 2 times less often - in 5.0% of cases (n=5). However, no reliable
relationships between the risk of developing of SMT and RT were found (p=0.44846). Among patients with SMT, only
4 cases were able to conduct a genetic study. In a patient with bladder lymphosarcoma and her mother, homozygous
mutations were detected at the Q433P locus of the RBT gene in both of them, indicating hereditary RB. Mutations in this
locus are associated with the development of SMT in patients with retinoblastoma localized in the urogenital system.
Homozygous mutations in the RB7 gene were absent in 3 patients.

Conclusions. The findings suggest the need for regular life-long follow-up of patients due to the high risk of developing
SMT. Patients need to conduct molecular genetic studies to determine the risk of a SMT in accordance with literature
data and the OMIM database.
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Llenb. OnpenenvTb CPOKU U XapakTep pasBuTHS BTOPbIX 3110KadecTBeHHbIX onyxoneii (B30) y 605bHbIX peTuHo6a-
CTOMOM B OTAANEHHOM Neprofe HaboaeHus.
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Matepuan u metopbl. C aHBapa 1986 no gekabpb 2008 r. B otgene oransMO0HKONorMn u paguonorumn Orey
HMWL, B nm. Tenbmronsua Munsgpasa PO o6cnegosanu n nponeymny 903 pebeHka ¢ peTMHo61acToMoi. 13 Hux
B nccnegoanue BoLwmn 140 60nbHbIX peTuHobnactomon (70 Myxu4nH, 70 XXEHLUMH), MOoNy4YaBLUUX NIe4YeHne B BO3pa-
cte ot 1,5 0o 108 mecsaueB (CpegHMIA BO3pacT Ha MOMEHT Havana neveHuns coctasun 21,5+19,0 mecsues, megmaHa
16 MecALEeB), Y KOTOPbIX YAaN0Ch OLEeHUTb MOMHbIe CBEAEHUS O COCTOsIHMM 300poBbs. CpedHuiA BO3pacT naumeHToB
Mpw OLieHKe BUTANbHOMO cTaTyca cocTtaBsun 244,6+78,4 mecaua (MegmaHa 228 mecsues, Makc. — 420, MuH. — 120 me-
csAueB). MegmaHa cpoka HabnmogeHns coctasmna 228 Mecaues. (MHTEPKBaPTUIIbHBIV pa3max oT 168 1o 288 mecsaues).
MoHokynspHyto chopmy 3abonesaHnsa gnarHocTuposan B 87 (62,1%) cny4asnx, GMHOKynspHyto hopmy — B 53 (37,9%).
Pesynbrathl. [Tpn peTpocnekTMBHOM n3y4eHnn ceegeHnii o 140 6onbHbix B3O BhisiBneHsb! B 9 (6,4%) cnyyasx:
ocTeocapkoma 6efpeHHON KOCTU — B 4, afjleHOKapLMHOMa OKOMOYLLUHOW CIIIOHHON Xenesbl — B 1, IenoMmocapKo-
ma 6egpa — B 1, numdocapkoma MOYeBOro ny3bips — B 1, pak Leikn matkn — B 1, ructnoumtoma — B 1 cnyyae.
B 1 cnydyae nocne octeocapkoMbl 6€4PEHHON KOCTU METAXPOHHO Pa3BUINCH TPETbA U YeTBEPTas OMNyXoNu B BU-
[e paka LUMTOBMAHOW Xene3bl 1 CapKOMbl MATKUX TKAHEN nneya CooTBETCTBEHHO. MegnaHa OT Hadvana fedveHus
no nosieneHns B30 cocTtaBuna 216 mecaues. BoknBaemocTb B 06LLew rpynne coctaeuna 98,6% (138 ns 140 nauu-
eHToB). Cpean 9 60nbHbIX B3O netanbHbIn ucxoq HacTynun B 2 cnyyasx. Puck passutusa B3O npu 6MHOKynsapHow
hopme 3ab6onesanus (15,1%, 8 13 53) 6bIn 3HAYMMO BbILLE, YeM NPU MOHOKYNsApHo (1,1%, 1 n3 87; p=0,00186).
Cpeav naumeHToB, NoNy4MBLUMX AMCTaHUMOHHYO NyyeByto Tepanuto (OJ1T) (41/29,3%), B3O BoisiBneHb! B 4 (9,8%)
cny4yaes, cpeam 99 (70,7%) naumeHToB, He nonyyaswnx OJ1T, B3O oTmeueHbl B 2 pa3a pexe — B 5 (5,0%) cny4aes.
OpHako npw oueHKe accoumnauuii mexay puckom passutus B30 v OJ1T gocToBepHbIX B3anMOCBA3EN HE BbISBIEHO
(p=0,44846). Cpeam naumeHToB ¢ B30 Tonbko B 4 crnyyasnx yaanocb NpOBECTY MONEKYNAPHO-rEHETUYECKOE UCCne-
JoBaHuve. Y naumeHTKu ¢ numdocapkoMon MOYEBOro My3bips Uy ee MaTepu BbIBIEHbI TOMO3UIOTHbIE MyTaLmm
B nnokyce Q433P reHa RB1, kOTOpble CBMOETENLCTBYIOT O HANNYMN CEMERHON (hOPMbl PETUHOGACTOMBI, Nepeato-
LLierica no HacnencTey. MyTauum B 3TOM NOKyCe accouumpoBaHsbl ¢ pa3sutrem B30 y naumeHToB ¢ peTHO61acToMOM,
NTOKanNn30BaHHbIX B MOYeMNo10Bol cucteme. Y 3 naumeHToB roMO3UroTHble MyTauuy B reHe RB1 oTCyTCTBOBaSMN.
3aknioyeHue. lMony4eHHble JaHHble CBUAETENbCTBYIOT O HEOOXOAMMOCTU PEryAfPHOro HabnNtoAeHNs NauMeHToB
B TEYeHMe BCeW XU3HN 13-3a BbICOKOro pucka passutua B30. MNaureHTam Heo6X0AMMO NPOBOAWTL MOMEKYSPHO-
reHeTU4ecKmne nccnefoBanHus ona onpepeneHns pucka passntns B3O B COOTBETCTBUM € nUTEpaTypPHBIMU OaHHbIMU
1 6a3oi gaHHbIXx OMIM.
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PetnuHo6nactoma ABNSETCH CaMOV pacnpoCTPaHEHHON 3110Ka4ecT-
BEHHOW BHYTPUIIa3HON ONyXO0nbto Y feTei. Nokasartenn Bbhxupae-
MOCTU B Pa3BUTbIX CTPAHAX B HACTOALLEE BPEMS COCTaBNAKT 40 95%
npu 6UHOKYNAPHORA chopme 1 98% npu MOHOKynsapHoi hopme [1, 2].

YBenu4eHne NpoSomHKUTENHOCTM XKU3HYU NALMEHTOB, NONYYaB-
KX B A€TCTBE NIEYEHNE N0 NOBOAY 3110Ka4€CTBEHHbIX HOBOOOPA30-
BaHWI1, NO3BOMSET OLEHUTb NOKA3aTeN UX 340PO0BbS U ONPeAeNnnTL
OTJaneHHble NOCNeaCTBIUS NPOBEAEHHOro nedenns [3]. OgHUMm
3 Hanbosnee rpo3HbIX OTAANEHHBIX NOCNEACTBUIA Tepanun ABNs-
eTCs Pa3BUTHE BTOPbIX 3/10Ka4YeCTBEHHbIX onyxoneit (B30) [4].
Haun6onee pacnpocTpaneHHsie B30 npu Hanuymm peTHo6nacTombl
B aHaMHe3e — CapKoMbl KOCTEN 1 MArKWUX TKaHel [5—7], BKIIouas
pabgomuocapkomy [8] u nefiomuocapkomy [5, 9], nuHeo6nacTomy
[10] n menaHomy Koxu [5].

B HECKOMbKMX KPYMHbIX MYJIbTULEHTPOBbIX 1 NONYAALMOHHBIX
nccneoBaHUsAX NoKa3aHo, YTo y UL C HacNeACTBEHHON (DOPMOi
peTUHOBNACTOMbI puck pa3sutis B30 npesbillaeT 06Lenonynauu-
OHHbIN, YTO, BEPOATHO, 0BYCNIOBNEHO HANMYMEM FEHETUYECKN feTep-
MUHUPOBAHHON NPEAPACNONOXEHHOCTU K PA3BUTUIO OMYXOMEBbIX
3a60M1eBaHIA M NPUMEHEHNEM OTAEMbHbIX FPYMM LUATOCTATUYECKIX
npenapaToB W AWCTaHUMOHHYO nyyeByto Tepanuto (OJ1T) [5, 9,
11-13]. JTugupytoLLeit npu4nHON cMepTu 60bHBIX HACNEACTBEHHON
PeTNHO6NACTOMOI B OTAANIEHHOM NepUoae HabeHNs SBNSeTCS
passutne B30 [14-18].

B nutepartype AOCTAaTO4HO MHOro paboT, MOCBALLEHHbIX
Bonpocy passutus B30. B pa6otax A. MacCarthy u coasT. [5],
R.A. Kleinerman un coasr. [13], T. Marees u coasT. [14] npeacTas-
NeHbl 60bLUNe BbIGOPKI 60NbHBIX U aHaNN3 pe3ynbTaToB adhdhek-
TUBHOCTU J1e4EeHUs U OTAANIEHHOr0 HabnLeHNs. B Bbilenepeyn-
CNEHHbIX paboTax OTMEYeHbl BbICOKME NMOKa3aTenu CMepTHOCTH
no npuyuHe B30 cpenu 60MbHbIX HACNELCTBEHHOI PeTUHO6MACTO-
MoM [5, 13, 14]. OgHako MHOrue BOMPOCHI OCTAIOTCS CMOPHBIMM,
BKJ1t04ast POSib TEX UM UHbIX MPUYUH Pa3BUTUS ONYXONeN, B CBA3U

DyHKuMA BbbKMBaemocTi/Survival Function

08 -

04 |-

02 | 1 3asepLuenHble/Survival Function
' =+ LlenaypuposanHblie/Censored

KymynstueHas gons sbbxuwnx/Cum Survival

I I I I I I
0 100 200 300 400 500

Bpems/Time

Puc. 1. Ouenka BepositHocTu pa3zButus B30 y maiMeHToB ¢ peTUHO-
6acToMOli (MeTo MHOXKUTEIbHBIX oLeHOK Karman-Meiiepa)
Figure 1. Risk assessment of the occurrence of SMT in patients with

retinoblastoma (Kaplan-Meyer analysis)
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C 4eM WU3y4eHne JaHHOr0 BONpPOCa ABMAETCA akTyaNbHbIM B NPaKTU-
4eCKOM 0o TaNbMOOHKONOrMN.

Llenb uccnepoBanns — onpefennuTb CPOKWU M XapakTep passu-
s B30 y 60MbHbIX PETMHO6IACTOMON B OTAANEHHOM Nepuofe
HabNaeHMs.

Marepuan u MeToAbl

B nu3aiiHe peTpocnekTUBHOIO UCCEL0BaHNA NPOaHANN3Npo-
BaHbl AaHHble 903 AeTeln ¢ peTHO61acTOMON, 06CNeI0BaAHHbIX
1 NPOSeYeHHbIX B OTAENe 0(DTaNbMOOHKONOMNI U PAANOSOrNN
OreY HMUL, T um. Tenbmronbua Munsgpasa PO ¢ ansaps 1986
no aeka6pb 2008 r. 13 Hux B nccnegosanune sowwnn 140 605bHbIX
peTuHo6acTOMON (70 MyX4UH, 70 XEHLLUUH), KOTOPble NoyYanu
neyveHue B Bo3pacte o1 1,5 fo 108 mecsueB (cpeaHuii Boapact
Ha MOMEHT Hayana ne4eHus coctasun 21,5+19,0 mecsiLes, Mmean-
aHa 16 mecsLeB), Y KOTOPbIX Y4an0Ch OLEHUTb NOJHbIE CBELEHNS
0 COCTOSIHWW 3[,0p0BbS. CpefHNii BO3PACT MaLNeHTOB NPY OLeH-
Ke BUTaNbHOro cTatyca coctasun 244,6+78,4 mecaua (MeanaHa
228 mecaues, Makc. — 420 mecaues, MuH. — 120 mecaues). Meanasa
CpOKa HabMnieHNs 3a NauMeHTamu cocTaBuna 228 MecsLes (MHTep-
KBapTU/bHbIA pa3max ot 168 fo 288 mecsues). MoHOKynspHyO
dopmy 3a6onesaHus guarHoctmposanu B 87 (62,1%) cny4aes,
6MHOKYNApHYHO popmy — B 93 (37,9%).

[lucnaHcepHoe Ha6s0eHe OCYLLECTBNANN B COOTBETCTBUK
¢ npukasom Ne135 MuHzgpasa PO ot 19.04.1999 B fnetckom
11 B3POCNOM KOHCYNbTaTUBHO-ANArHOCTUYECKIUX OTAeneHusx ®rbY
HMUL, ' nm. lenbmronsua Munsapasa PO. MauneHTsl, KOTopble
M0 Pa3NMYHbLIM NPUYNHAM HE MOFIM NpUexaTb Ha 0CMOTP, CO06LLANK
0 cebe no TeneoHy, hakcy 1 yepe3 poacTBEHHUKOB. [1pn Heob-
XOAMMOCTN 60/bHblE NPEJOCTABUIN BbIMUCKN U3 amMOyNnaTopHbIX
KapT C 3aKno4eHNsAMI Bpa4en-cneLmanicToB Ans noaTBepXaeHus
(hakta Hanuyus B30. HacTb AaHHbIX NOny4eHa nyTem 3anpocos
B [lenapTaMeHTbl 34paBOOXPAHEHMS M0 MECTY XUTENbCTBA NaLMeH-
TOB. [JaHHble 0 NPOBEAEHHOM JIe4eHMN BONbHbBIX N0 NOBOAY PETUHO-
6112CTOMbI NONY4YeHbl PETPOCNEKTUBHO. MMauneHTbl C BTOPUYHBLIMM
OMyX0NMIA, PAa3BMBAIOLLMMUCS B 30HE 065Ty4eHIs, ObINN UCKITHOYEHDI
13 UCCEeL0BaHMS.

Ctatuctnyeckas 06paboTka pe3ynbTaToB UCCNEA0BaHMS BbINON-
HeHa ¢ ucnonb3oBaHueM npunoxenus Microsoft Excel 2010 n cta-
TMCTNYecKoil nporpammel Statistica 10 (Statsoft, CLLUA). MposegeH
pacyeT cpefiHero apuhMeTu4eckoro 3HaqeHns (M), ctaHgapTHoro
OTKNOHEHUS OT CPEAHEro apuPMeTn4eckoro 3HaveHus (SD), MUHM-
ManbHbIX (Min) 1 MakcUManbHbIX (Max) 3Ha4eHNiA, pa3maxa Bapma-
Ui Rv (pasHocTb max — min), UHTEPKBAPTUILHOIO pa3maxa (25-i
1 75- npoueHTunu). [Ans uccnefoBaHus BbKUBAEMOCTM NALNEHTOB
nocsie JIe4eHMs UCMosb30BaNICA CTAaTUCTUYECKUIA METOS MHOXN-
TeNbHbIX OLEHOK KannaHa—Meiiepa. [ns OLEHKM [LOCTOBEPHOCTU
MONY4YeHHbIX Pe3ynbTaToB NP CPABHEHUN CPEAHUX MOKasaTenen
ncnonb3oBancsa t-kputepnii CTblofeHT, NP CPaBHEHUM 4acTOT
BCTPEYAEMOCTM NPNU3HAKA — TOYHbINA KpuTepuin duuiepa. Pasnnyus
Mex[y Bbl6Opkamu cyuTani 4ocToBepHbIMi npu p<0,05, KoBepu-
TenbHbINA nHTepBan (A1) 95%.

Pe3ynbrartbl

B30 BbisneHbl y 9 (6,4%) 3 140 naumeHTOB, NONy4aBLUNX Neye-
Hue ¢ 1986 no 2008 r. Meanaxa nepuoja 0T Ha4Yana neyveHns [o pas-
BUTMS BTOPOW onyxonu coctasuna 216 mecsues (MuH. 108 mecaues,
makc. 300 mecsaues) (puc. 1). 06LIas xapakTepucTuka AaHHbIX
nauneHToB npefcTasseHa B Tab. 1.

N
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Tabnuua 1. B30 y 60nbHbIX peTuHo6nacTomoi (n=9)

Table 1. Second nonocular malignant tumors in retinoblastoma patients (n=9)
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JlatepanbHocTb | BuHokynsipHas | buHokynspHas | buHokynspHas | BuHokynspHas |buHokynspHas (MoHokynspHas| buHokynspHas | BuHokynapHas | BuHokynsapHas
Laterality Bilateral Bilateral Bilateral Bilateral Bilateral Unilateral Bilateral Bilateral Bilateral
HacnencteeHHas -/+ -/+ ++ -/+ - _ / + - -/+ -
chopma peTuHo-
6nactomsl **
Hereditary
retinoblastoma™*
Cratyc reHa RB1* H/D H/A + H/D - H/D _ H/A -
RBT1 gene status* NA NA NA NA NA
OTArOLLEHHbIN - - - - - _ - - -
aHamHe3 no
peTuHobnacTome
Family history of
retinoblastoma
Cpok oT Hayana 324 108 216 108 132 216 300 300 192
neyeHns o
passutus B30
(mecsues)
The period
between the initia
treatment and the
occurrence of a
SMT (months)
Tun BTopoii ony-| ApeHoka- |Octeocapkoma| Metonum- | Octeocapkoma, [Octeocapkomal Pak weriku | Jleiiomuo- | Fuctuoumtoma | Octeocapkoma
Xonm LMHOMa 6eapeHHon | hocapkoma | pak WWTOBUA- | GefpeHHoin matku capkoma Histiocytoma 6eapeHHoN
Type of the SMT | okonoyLuHom KOCTU MOY€eBOro HOW XXenesbl, KOCTU Cervical 6enpa KOCTH
CNtOHHOW | Osteosarcoma ny3bips  [capkoma markux|Osteosarcoma|  cancer Femoral Osteosarcoma
Xenesbl of femoral Bladder TKaHewn nneyva | of femoral leiomyo- of femoral bone
Parotid bone metolympho- | Osteosarcoma, bone sarcoma
adenocar- sarcoma | thyroid cancer,
cinoma sarcoma of
shoulder soft
tissues
Maunent Mauvent . | Maunent P. | Mauwent M. | Maumvent P. | Mauwent XK. | Mauwment C. | Maument C. | MMaument 3. Mauyent M.
Patignt Patient . Patignt R. Patient P. Patient R. Patient J. Patient S. Patient S. Patient Z. Patignt M.
lMpumeyarme. XT — XUMUOTEPANNS, H/L — HET [aHHbIX, * «+» — FOMO3UrOTHAs MyTaLWs, «-» — OTCYTCTBME FOMO3UrOTHON MyTaUnn, ** «++» — HACNELCTBEHHAS
PETUHOBNACTOMA, «+/-» — 6ONbLUE AAHHbIX 33, «-/+» — 60NbLIE AAHHbIX MPOTUB, «-» — HEHACNEACTBEHHAA PETUHOBNACTOMA.

Abbreviations. CT — Chemotherapy, NA — no available, * “+” — Homozygous mutation,

retinoblastoma, “+/-” — more data for, “-/+” — more data against,

“ 9

BbIxuBaemocTb B 06LLei rpynne coctasuna 98,6% (138 us 140
naumeHToB). Cpean 9 60nbHbIX B30 neTanbHbIA ucxon HacTynun

B 2 CNyyasx.

“«

- no homozygous mutation was detected, ** “++” — hereditary

— non-hereditary retinoblastoma.

Cpean 41 (29,3%) naumeHta, nonyymswero AT, B30 BbisBMEHb!
B 4 (9,8%) cny4aes, cpean 99 (70,7%) naumeHTOB, He MONy4aB-

wux 1T, B30 oTmedyeHbl B 2 pasa pexe — B 5 (5,0%) cny4aes.

Puck passutus B30 npu 6uHOKynsipHoi dhopme 3abonesa-
HUS (15,1%, 8 13 53 nauneHToB) ObIi 3HAYUMO BbILLE, YeM NpU

MoHokynspHoi (1,1%, 1 u3 87 naumenTos; p=0,00186; Tabn. 2).

Tabnuua 2. Puck passutus B30 B 3aBMCHMOCTY OT NaTepanbHOCTH

Table 2. The risk of developing SMT depending on laterality

OAHAKO Npw OLEHKe accoumaunii Mexay puckom passutus B30
u ONT [ocToBepHbIX B3aMMOCBA3EN He BbifBfieHO (p=0,44846;
Ta61. 3).

Monolateral, n (%)

Bup Bcero B30
B30 Total SMT
BuHokynapHas copma, n (%) 53 (37,9) 8 (15,1)
Bilateral, n (%)
MonokynapHas dopma, n (%) 87 (62,1) 1(1,1)

p=0,00186
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Ta6nuua 3. Puck passutus B30 B 3aBucumoctu ot nposeaequs [T

Table 3. The risk of developing SMT depending on RT

anT Bcero B30 p=0,44846
Total SMT
C ANT, n (%) 41 (29,3) 4(9,8)
With RT, n (%)
Be3 OJ1T, n (%) 99 (70,7) 5(5,0)
Without RT, n (%)

Knunnyeckue Habnogenus

Y 60nbHOrO 1. yepes 27 NeT 0T Havasna fieveHus passuniach age-
HOKapLMHOMA OKOMOYLLUHOM Xene3bl. OH Norné ot MeTacTaTuyeckoi
60ne3H Yepe3 28 NeT NOCNe Havyana NeyveHuns.

[MaumenTka P. ¢ 61MHOKYNAPHOM hOpMON PETUHO61ACTOMBI YMepsia
0T ocTeocapkombl B aBrycte 2017 r. yepe3 9 net nocne Havyana
neyeHns. N0 AaHHbIM PEruoHanbHOro AenapTaMeHTa 3apaBo0X-
PaHEHNS, NOCMEPTHbIN ANArHo3 CreaytoLLniiz: nero4yHas amoonus
6e3 ynomuHanus 06 0CTPOM JIEr04HOM CepALie, 3710Ka4eCTBEHHOE
HOBOOOPA30BaHNE ANNHHBIX KOCTEN HUKHEA KOHEYHOCTHU.

Y nauuenTku 1. 22 net ¢ GUHOKYNAPHONA (hOPMbI PETUHOGNA-
CTOMbI 4epe3 18 neT nocne NPoBeeHHOr0 NEeYeHNs ANarHocTu-
poBanu nuMocapkoMy Mo4eBOro ny3bips. bonbHasg nonyyana
NeYeHNe y OHKOMIOr0B, Ha JaHHbI MOMEHT )XKIBA, BbISIBNIEH CUHAPOM
rUNepakTUBHOrO MOYEBOro ny3bips. [pn MONEKyNSAPHO-reHeTnye-
CKOM WCCNeA0BaHMN, Kak y MaTepu, Tak 1y NaLyueHTKI BbISBNEHbI
rOMO3UroTHbIe MyTauuu B nokyce Q433P reHa RBT, KOTopble CBU-
[ETeNbCTBYIOT O HAMYUN CeMeNHON hopMbl PETUHO6/1aCTOMbI,
nepeatoLLencs no HacnencTey. MyTauun B yka3aHHOM NOKYCe acco-
LLMMPOBaHbI ¢ pa3suTem B30 y nauneHToB ¢ PeTMHO6NACTOMON,
NOKanM30BaHHbIX B MPefenax Mo4enosnoBoii cuctembl. MonyveHHble
JaHHble CBMAETENbCTBYHOT O HANUYNK HACNEACTBEHHOrO PAKOBOIO
CUHAPOMA 1 HEOBXOAMMOCTI PErynsPHOro NOXWU3HEHHOTO HABII0-
JeHUs 3a NauneHTKoA 1. B CBA3M C BbICOKUM puckom passutus B30.

Y naumeHTkm P. 29 net ¢ 6UHOKYNAPHOIA POpMOIi peTUHOBNACTO-
Mbl B BO3pacTe 9 NIeT pa3Bunach 0CTE0CAPKOMA HIKHE KOHEYHOCTH,
Mo noBofy 4Yero 605bHas nosyyana cuctemuyto XT. B Bo3pacte
24 neTy NaLUWeHTKN PasBuica pak LUTOBWUAHO Xenesbl, N0 NoBoay
4ero 6bina NPOBeAeHa paanonoaTepanis u TMPEONLIKTOMUS. 3aTem

nogeden A

Puc. 2. [Mament XK.

y 60/1bHON pa3BMnach capkoma MArKUX TKaHel nneya. Ha faHHbii
MOMEHT MaLMEeHTKa X1Ba, NPENoLaeT B My3blKanbHOI LLIKOE.

Y naumeHTa X. 14 et yepe3 11 net nocne npoBefeHHOr0 fieye-
HUS MOsIBMNACh NPUNYXNocTb B 0651acTu fieBoro 6enpa. Mocne
[BYX 6MOMNCUIA YCTAHOB/EH AMArHO3: 0CTe0capkoma neBoil 6efjpeH-
HOM KOCTU. Hepes Tpu MecsLa 06Hapy»eHbl MeTacTasbl B NErkux.
Ha JaHHbIli MOMEHT NpoBejeHa NonuxXuMMoTepanus B yCNoBUAX
OHKOJIOrM4eCKOro CTalmoHapa ¢ nonoXuTeslbHON LUHAMUKON.
Mpn npoBeAeHU MOSIEKYNSAPHO-TEHETUYECKOrO UCCNe0BaHus
rOMO3MrOTHbIE MyTaLuun B reHe RB1 o0TCyTCTBOBANM.

Y 60nbHoIi C. 22 neT MOHOKYNAPHOW PeTMHO6IacTOMOIA Yepes
18 net nocne Hayana KOMOGMHUPOBAHHOIO JIEYEHUS Pa3BUIICS pak
LUeViK MaTkK. TMauneHTKa Xu1Ba, HabtoaaeTcs B OHKOTMMHEKOMO-
TNYECKOM LIEHTPE.

Y naumentkn C. 25 net ¢ 6MHOKYNAPHOI PETMHOONACTOMON Yepe3
25 neT nocrne Ha4ana neyveHus BbisiBIIeHa NeoMuocapkoma 6eapa.
[Mpu MONEKYNAPHO-rEHETUHECKOM MCCeL0BAHUMN NALUEHTKI BbIsB-
neHa retTepo3nroTHas mytaums B nokyce del1539insC, koTopas
CBWAETESIbCTBYET 0 HECEMENHOM XapakTepe 3a60/1eBaHus.

Y nauneHTtkmn 3. 26 net ¢ 6UHOKYNAPHOM HOPMON PETUHOBNACTO-
Mbl CMYCTA 25 NIET NOCNE IeYEHNS BbISBUIN TUCTUOLNTOMY.

Y naumneHTkn M. 16 nieT 4epes 15 fieT nocne Havana feveHns no noso-
Ly GMHOKYNAPHOW PeTMHO6/1aCTOMbI BbISIBNIEHa 0CTeocapkoma
6efpeHHOi KocTu. [pn NpoBeAEHUN MOSEKYNAPHO-TEHETUYECKOr0
1CCeaoBaHNs rOMO3UIOTHbIE MyTaLuy B reHe RBT 0TCYTCTBOBANN.

O06cyxnaenne

HecmoTps Ha 3HA4NUMbIA NPOrPECC B IEYeHUN PETUHOONACTOMBI,
NaLneHTbl, BbDKMUBLUWE C HACNEACTBEHHON hOpMOil peTuHoONa-

A. O(I)TaJIBMOCKOHI/Iﬂ OS. O]'[yXOJIb BBITIOJTHACT BCIO HU2KHIOIO TTOJIOBUHY TJTa3HOTO H6HOKa, MHOXKECTBEHHBIC paBHOKa.HI/I6€prIe OTCEBHI B CTE-

KJIoBuaHOM Tesie. B. Odranbmockonust OD. B HUXHe-HapyXHOM OT/eJe IJIa3HOro JHA OTpe/esisieTcss IPOMUHUPYIOIINI GeJlo-cephlil oyar.

C. Odranpmockonust OD. XopuoperuHanbHbiil pyoel rociae XT u Opaxurepanuu

Figure 2. Patient J.

A. Ophthalmoscopy of the left eye. The tumor fills the entire lower half of the eye, multiple seeds in the vitreous. B. Ophthalmoscopy of the right

eye. A white-gray focus is determined in the lower-outer part of the fundus. C. Ophthalmoscopy of the right eye. Chorioretinal atrophy after

chemotherapy and episcleral plaque brachytherapy.
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Puc. 3A u 3B. IManuent XK. 'icronpenapat ocreocapkomMbl GeIpeHHON KOCTUA

OKkpacka reMaToOKCWINH-203MHOM. YBeauueHue x10.
Figure 3A and 3B. Patient J. Osteosarcoma of the femoral bone
Hematoxylin-eosin staining. Magnification x10.

Puc. 4. [MaumenT K. BHewHuii Bua 601bHOT0 BO BpeMst JieYeHUsI MO MTOBOJY OCTe0capKOMBbI OeipeHHOi KocTH (A) u mocie seueHus (B)

Figure 4. Patient J. The appearance of the patient during treatment for osteosarcoma of femoral bone (A) and after treatment (B)

CTOMbI NOCJe Tepanuu, NpeXAeBpeMeHHo NornbatT OT nocne-
JYIOLIMX 3110KA4ECTBEHHbIX HOBOOOPa3oBaHWil. B cBoMx paboTax
R.A. Kleinerman n coasT. [13], T. Marees u coasrt. [14], C.L. Yu
11 coaBT. [18] yKasblBaLOT, YTO MOKA3aTeN CMEPTHOCTU Y 6OJTbHbIX
GUHOKYNAPHOI PETUHO6NACTOMON U/ C BbIABNEHHbIM Ae(eK-
TOM B reHe RB7, KoTopbiM paHee nposofunack AJTT, HECKONbKO
BblLLE, YeM Y MaLMEHTOB, KoTopble He nonyyanu OJT (p>0,05).
[laHHble aBTOPbI HE YTOYHSIOT, HACTYNUMN NETANbHbIE NCXOAbI U3-3a
BTOPUYHBIX PAAMALMOHHO-NHAYLMPOBAHHLIX omyxoneit unu B30
BHE 30HbI 0611y4eHus. 1o aaHHbIM P. Temming n coaBT., eLle 0HUM
thakTopom pucka ans passutus B30 asnsetca nposeaeHune XT, 4To
COrNacyerTcs C Hawnumm gaHHbimum [12].

Io faHHbIM NINTEPATYpbI, CaMble BbICOKME NOKA3aTenm CMepTHO-
CTY Mo Npu4uHe passuTus B30 otmeyanu cnycts 15-29 net nocne
Hayarna neveHns, Ho pucK BO3HMKHOBEHNS B30 ocTaeTcs BbICOKUM
nocne 50-60 net [13, 14, 19]. B Hawem nccnefoBaHun MeanaHa
cpoka HabnoaeHns fo nossnequs B30 coctasuna 18 net (o1 9
[0 25 neT), 4T0 COBMALAET C JAHHLIMW APYriX aBTOPOB.

T.B. Fop6yHoBa 1 COABT. onucany 5 MeTaxpOHHO-CUHXPOHHBIX
onyxonen y pe6eHKa, N3Ne4eHHOro 0T NepBO ONMYX0NN B JOLLKONb-

HOM BO3pacTe C NOMOLLbIO XUMUOMY4eBOiA Tepanuu. Mo MHEHNo
aBTOPOB, JaHHOE HabNIOAeHNE NOATBEPXAAET KAHLIEPOTreHHOE BN~
fIHME XMMWONpPEenaparoB 1 Ny4eBOi Tepanuu Ha BOSHUKHOBEHME
MOC/eAYIOLLMX ONyX0nen, a UMEHHO HEXOIKKMHCKONA NUMMDOMbI
yepes 5 neT, 0CTE0CAPKOMbI KMoUuLbl Yeped 7 net, pabaomu-
0CapKOMbI Ha Lee 1 0CTEOCAPKOMbI KPecTLa 1 NIonaTok Yyepe3
13 neT nocne 3aBepLLEHNs feYeHns nNo noBoay nepon onyxonm [19].
B Hawem nccnenoBaHum onncaH 1 nauyueHT ¢ MeTaxpoHHO Pa3BuB-
LIAMNCS TPETbUM W 4eTBEPTbIM HOBOOOGpa3oBaHuaMU. CnyyaeB
C CUHXPOHHbIM pa3BUTIEM OMYXONEN He BbISBNEHO.

Mo panHbIM K. Turaka v coasT., cpeam 245 nauneHToB ¢ PETUHO-
6nactomoit, nony4asLunx XT (BUHKPUCTUH, KapbonnaTuH, +/-370-
nosng), y 4% nauueHToB C HACNELCTBEHHOW PeTUHO6M1ACTOMON
passunack B30 B cpeaHem Yepes 11 nieT, cpefy NaUMeHTOoB €O Cno-
paaunyeckoi popmori B30 He BbisiBNEHbI. Y 1 nauneHTa ¢ Hacnea-
CTBEHHOIA ABYCTOPOHHEN peTuHo6nactomoi nocne AJ1T passunach
pabaommocapkomMa MArkux TKaHel BEPXHEro Beka B BUCOYHOMN
amke [20]. J. Moon v coasT. B CBOeil paboTe onucany naunenTa
C 0HOCTOPOHHEI CopPaAnYecKoil PeTMHO6MACTOMOM, Y KOTOPOro
pa3Buiacb pabaoMuocapkoma yepes 7 NeT nocne agbloBaHTHOM XT
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6e3 [JTT [21]. Y. Araki 1 coaBT. Takxe BbISIBUNN YMEPEHHYIO aCCOLM-
auuio mexay XT n passutem B30, HO 4OCTOBEPHO He NOATBEPANN
AaHHyto cBssb (p=0,200) [22]. C.F. Suttie u coasT., cpaBHMB Nepnog
[0 BO3HMKHOBEHUS capkombl nocne J1T n nocne KOMOMHMPOBAH-
HOW Tepanuu, BKNoYatowen ON1T u XT, nogyepkmsatoTt, 4to XT
COKPALLAET CPOKN BOSHUKHOBEHUS PaANaLMOHHO-MHAYLIMPOBAHHOI
capkombl [23]. Mo aanHbIM B.M. Koanosoii n coasT., B30 y 60/1bHbIX
peTuHo6nacTomMon BbifiBNeHbl B 13 cnyyasax (9 neteit n 4 poact-
BEHHWKOB C PeTuHoO6nacTomon); y 8 n3 13 naumneHToB BbISABNIEHDI
OMyX0J1 ronoBbl 1 Wew. Bee nauuenTsl nonyyanu Q7T no noso-
Ay petuHobnactombl [24]. Mo Hawmum faHHbIM, JJTT 4OCTOBEPHO
He BNKSET Ha pa3suTue B30, a Hannyme GUHOKYNAPHON DOPMbI
PETMHO6NACTOMbI JOCTOBEPHO yBenn4mBaet puck B30.

3aknio4yenue

[TpeacTaBneH cOOCTBEHHBIA ONbIT HABMIOAEHNS 9 KIMHUYECKNX
cnyyaes B30 y nu, nony4yasLUmx neveHne no noBody petuHobna-
CTOMbI B 16TCKOM BO3pacTe. MeanaHa neproa oT Havana nieveHuns
[0 MOSABMIEHNs BTOPO onyxonu coctasuna 216 mecsaues. [laHHas
cepust KNMHUYECKNX Cly4yaeB JeMOHCTPUPYET He06X0AMMOCTb
NOXW3HEHHOTO PErynspHoOro HabioAeHUs 60/bHbIX PETUHO6MA-
CTOMOIA N0 NPUYKHE BLICOKOTO pucKa pa3suTus y Hux B30, a Takxe
HE06X0ANMOCTb He TOMbKO MeHETUYECKOr0 KOHCYNbTUPOBAHMS,
HO 1 MOMNEKYNSPHO-TEHETNYECKOro 06CNeA0BaHMS TaKIX NaLUEHTOB
c onpefeneHnem pucka passutus B30 B COOTBETCTBMN C iUTepary-
poi 1 62301 aaHHbIX OMIM 1 CBOEBPEMEHHOTO BbISIBIIEHNS OMYXOMM.
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