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BBepeHue. PeTuHobnacToMa — 3n10Ka4eCTBEHHOE BHYTPUIa3HOe HOBOOGpa3oBaHue, popmupyloLieecs U3 HeMpoIKTOAep-
Mbl CETYATKM U BCTPeYalolleecs npenMyLLecTBEHHO Y ieTell paHHero Bo3pacTa. [1pn 3Toi NaTonorum BbICOK PUCK BO3HUK-
HOBEHUS NePBUYHO-MHOXKECTBEHHBIX 3/10KaYeCTBEHHbIX OMyX0/ielt Nocie NPOBEAEHHOTO eYeHUs .
MepBMYHO-MHOXECTBEHHbIE 3/0KAYeCTBEHHbIE OMYXOU — 3TO pa3BUTHeE 2 U GoNee HE3aBUCUMBIX APYT OT Apyra HOBOOG-
pasoBaHuil y 1 nauueHTa. JleyeHue atoro 3abonesaHus NpeAcTaBASET CIOXHYIO NpobaeMy Ans Bpauei-OHKONOTOB.
Llenb uccnepoBanna — oueHnTb BAMAHME (HaKTOPOB pUCKa Ha I HEKTUBHOCTb NIeYeHNA NEePBUYHO-MHOKECTBEHHbBIX
3710Ka4eCcTBEHHbIX ONyX0Jei U NpoaHann3nMpoBaTb pe3ynbTaTel Tepanuu.

Marepuanbl u MeToAbI. Y Manbynka B Bo3pacTe 2 NeT Oblna AnarHocTupoBaHa bunatepanbHas peTMHobnacToMa, cTagus:
0D - T3bNOMO, OS — T3cNOMO. Monyyan cneunanbHoe neveHne B Nepuog ¢ ceHTadps 2005 no Hosbpb 2006 r. B 2012 r.
peGeHKy BbIMOMHEHbI OMepaLyy Mo NOBOAY KaTapaKTbl: yAANEH XpYCTanuK, yCTaHOBNEHA MHTPAOKYNAPHAsA INH3a, NPOBefeHa
nla3epHas AUCUM3MA 3adHel kancynsl xpyctanuka. Cnycts 6 net, B aBrycte 2018 r., y nauueHTa 6bina AuarHocTMpoBaHa
ocTeocapkoma. Manbyuk noayyan KoOMGMHUPOBAHHYIO OPraHOCOXPAHSIOLLYIO TEPANMIO COMACcHO NPOTOKONY JIeYeHUs ocTe-
ocapkombl EURAMOS-1. B xofie neyenus y pebeHka pa3sunoch BTOpUYHOe HOBOOGPA30BaHUe — 0CTE0ONACTHbIN BapUaHT
ocTeocapkoMbl. HacneAcTBEHHOCTb NaLMeHTa OTATOWEHA: Y Hero, Kak U y 0TLa, 0OHapyKeHa MyTauus B reHe RB1.
PesynbTarbl. B HAacTOAWMIA MOMEHT COCTOSHME NaLMeHTa YAOBNETBOPUTENbHOE, XKanob He npeabasnseT. Haxoputcs
B COCTOSHUW PEMUCCUN B TeYeHue 2 NeT.

3akntoyeHmne. Ha BO3HUKHOBEHWE BTOPbLIX OMyXONei BAUAIOT reHeTUYeckas NpeApacnonoXeHHOCTb, BUA NeYeHns nep-
BMYHOTO 3710KaYECTBEHHOTrO HOBOOOPa30BaHMA M Bo3felicTBUE GAKTOPOB OKpyKalowei cpedbl. BoT noyemy kpaiiHe
BaXXHO OLLEHWUTb PUCK BO3HUKHOBEHUS NEPBUYHO-MHOKECTBEHHbIX 3/10Ka4eCTBEHHbIX ONyX0eil B MOMEHT YCTaHOBNEHNS
nepBUYHON PETUHOOACTOMbI U, OCHOBbIBAACH HA MONYYEHHbIX AAHHbIX, BbIOPATh NPaBUAbHYIO TAKTUKY NeYeHUs.
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EXPERIENCE IN THE TREATMENT OF PRIMARY MALIGNANT TUMORS
(RETINOBLASTOMA AND OSTEOSARCOMA): ANALYSIS OF THE CLINICAL CASE
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Background. Retinoblastoma is a malignant intraocular tumor developing from the retinal neuroectoderm and diag-
nosed primarily in young children. This type of cancer is associated with a high risk of multiple primary tumors emerging
after treatment completion.

Multiple primary tumors are two or more independent tumors developing in one patient. Treatment of this disease
is challenging.
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Objective - to evaluate the impact of risk factors on the efficacy of therapy for multiple primary tumors and to analyze
treatment outcomes.

Materials and methods. A 2-year-old boy was diagnosed with bilateral retinoblastoma (0D - stage T3bNOMO and 0S -
stage T3cNOMO). He received special treatment from September 2005 to November 2006. In 2012, the patient under-
went cataract surgery: the lens was removed, then an intraocular lens was installed, and laser dissection of the posteri-
or capsule of the lens was performed. Six years later, in August 2018, the patient was diagnosed with osteosarcoma.
The boy received combination organ-sparing therapy according to the EURAMOS-1 treatment protocol for osteosarco-
ma. During therapy, he developed a secondary tumor, namely osteoblastic osteosarcoma. Both the boy and his father
were found to have a mutation in the RBI gene.

Results. Currently, patient’s condition is satisfactory; he has no complains. The boy is in remission for 2 years.
Conclusion. The development of secondary tumors depends on the genetic factors, type of treatment for primary tumor, and
environmental factors. Therefore, it is extremely important to assess risk factors for multiple primary tumors at the moment
of primary retinoblastoma detection. The results of such assessment will help to choose an optimal treatment strategy.

Key words: retinoblastoma, osteosarcoma, neoplasm, endoprothesis, radiotherapy
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BeepeHune

Petuno6macroma (PbB) siBisteTcst Hambosee pacpocTpa-
HEHHOW BPOXIEHHOI BHYTPUIJIA3HON 3JI0KAYE€CTBEHHOM
OITYXOJIbIO U BCTpeYaeTcs B cpelHeM B 1 ciaydae Ha 15 ThIC.
HOBOpOXAeHHBIX. B 60 % cinyuaeB PB pasBuBaercs
B 1-11 ron xxu3Hu. Bee nBycTOpoHHME 1 MYTBTU(OKAIBHBIC
oagHocTopoHHUE opMbl Pb HaciencTBeHHBIE U B CBSI3U
C TCHEeTUIECKOM MPeapacIIOI0oKeHHOCTDIO SIBIITIOTCS (hak-
TOPOM pHCKa pa3Butus Heorutasm. [Ipumepro y 10—15 %
nereil ¢ ogHoctopoHHel Pb HaGmogaoTcst MyTaluuy B reHe
oenka RB1. [Inss MUHMMM3aLMKU BOZHUKHOBEHMSI BTOPBIX
omnyxoJjieil y 6oybHbIX ¢ PB 110 BO3MOXHOCTU He clemayeT
MIPUMEHSTH JTydeByto Teparuio (JIT). Beicokue mmokazarenu
CMEPTHOCTH y MaureHToB ¢ Pb cBsizaHbl ¢ mo3aHen aua-
THOCTHKOI 32a00JIeBaHIST, METACTa3MPOBAaHUEM 1 PAa3BUTH-
€M BTOPBIX OITyX0JIeii, [IaBHBIM 00pa3oM capkoM [1].

[lepBUYHO-MHOXKECTBEHHBIMHU 3JI0KaYECTBEHHBIMU
omyxojissmu (ITM30) HassIBalOT pa3BuTHE 2 1 00Jiee He-
3aBUCUMBIX APYT OT Apyra HOBOOOpa30BaHUii y 1 manueH-
Ta. CylecTBOBaHNE HECKOJBbKIUX 3JI0Ka9eCTBEHHBIX HOBO-
00pa3oBaHMii B OpraHM3Me OOJIbHOIO SIBJISIETCSI BasKHOM
MpOoOJIeMOIi 1J1s Bpadeii-oHKOJI0T0B. OCHOBOITOIOKHUKOM
n3ydeHus 3Toro peHoMmeHa cuntaercs T. bunbport, Koto-
puiii B 1869 . BBes1 kputepuu onpeneiaeHus [IM30: ory-
XOJIU TOJIKHBI pacIIoiaraThCs B pa3HbIX OpraHax U UMETh
Pa3IUYHYI0 MOP(OIOTUIYECKYIO CTPYKTYPY; V KaXmoit
OITYXOJIM MOTYT OBITh COOCTBEHHbBIE MeTacTa3bl [2].

IIpuBenem KIMHUYECKUI CTydail JIeueHUsI MeTaXpOH-
Horo BapuaHTa [IM30, BO3HUKIIMX MOCJIE YCIIEITHOTO
sneuvenusi Pb.

KnuHuyeckuin cnyyai

Hayuenm III., 27.05.2003 200a poxcoenus. Poduacs
doHouweHHbIM om 1-il 6epemeHHocmuU, npomekasuieil 6e3 oc-
Ao0xucHerull. Bec npu poxcoenuu — 3200 e, pocm — 54 cm.
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Pannee pazeumue 6e3 ocobennocmeil. Y ogpmanvmonoea
He HabarOdancs. Y omuya 6 8ozpacme 8 mec OuazHOCMUPOBAHA
ounramepanvhas Pb, cocmosinue nocae snykaeayuu 1e6oeo ena-
3a, xumuomepanuu (XT) u JIT. Y mamepu deycmopoHHss: 6podic-
OeHHas1 K0a060Ma padyicku, OUcCmpopusi cem4amiiu, 8blCOKAs
muonus. Y babyuwKu no MamepuHcKoil AuHuuU (co 106 pooume-
Jell nayuenma,) oviau OUCmMpopusi cem4amxu U MUONUSL 8bICOKOU
cmeneHu.

B aseycme 2005 e. podumenu 3amemuiu omcymcmeue
V pebeHKa 3peHusl 8 1e60M 2143y, 8 C8:A3U € HeM 00pamuaicy
6 MeduyuHcKoe yupescoeHue no mecmy scumenscmea (6 Ka-
3anu). Ommyda oHu 6viau Hanpaenrenst 8 Mockoseckuil Ha-
VUHO-UCCAe008aMeNbCKUL UHCMUMYM 21a3HbIX 001e3Hell
um. Teavmeonvya, ede pebenky Ovi1 nocmaener OUaeHo3: Ou-
aamepanvuas PB, cmadus: OD — T3bNOMO, OS — T3¢ NOMO.
1lo mecmy scumenvcmea nposedeno 4 Kypca nosuxumuome-
panuu (IIXT) (kapbonramurn, eunkpucmut). Yepes 4 neo no-
cae nocaedneeo kypca IIXT (nocaednee esedenue — 29. 12.2005)
3apeaucmpupo8ansl CMaduAu3ayus Onyxonee020 pocma 6 1e60M
2143y U HeNnoaAHAsL e20 pezpeccusi 8 NPasom eaasy. 3amem pebe-
HOK Obl1 Hanpaeaen 6 Mocko6ckuill HayUOHANbHbLIL UccAedo-
samenvckuil yenmp oukonoeuu um. H. H. baoxuna. B cenms-
ope 2006 e. nayuenmy Oblau 8bINOAHEHbL SHYKACAYUSL N1€6020
enasa u (¢ yuemom Haauuus mMyabmu@oKaibHOU onyxonu
¢ seaeHusmu Henoaroll peepeccuu) JIT na npasotii enas (cym-
mapuas oyaeogas doza (COI) — 46 Ip). Ilapasneasro npo-
eeden kypc IIXT c ucnoavzosanuem npenapamos 2-it AUHUU
(sunkpucmuH, yuxaogocgar, dokcopyouyur). Beeeo nayu-
enm noayuun 8 kypcoe IIXT 2-ii aunuu. Jleuenue 3a6epuieHo
6 Hostbpe 2006 2. bvina docmuenyma noanas peepeccus ony-
xoau. C yuemom nacaedcmeennozo éapuanma Pb eécem pod-
cmeeHHukam 1-ii cmenenu podcmea 6b.10 nposedero uccie-
dogaHue ¢ ueavlo onpedeneHuss Mymayuil 8 cynpeccopHom
eene RBI. bouau evinoanenvt SSCP-ananus (Single-strand
Conformation Polymorphism Analysis — auaaus
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00HOUeNno4e4H020 KOHMOPMAUUOHHO20 NOAUMOPPUIMaA) KO-
dupyroweii nocaedogamenvihocmu eena RBI1 (1—27-ii 2x30-
Hbl), MUKPOCAMEANUMHDBLI AHAAU3 U CEKBEHUPOBAHUE KOOU-
pyroweii obnacmu eena RBI. B JITHK aeiikoyumos
nepugheputeckoil Kposu GblA61eHaA ePMUHANbHAS MYyMAaUUsl
cosuea pamKu cuumoléanus 60 2-m sK30ne eena RBI : p.
E72FS. Aunanoeuunas mymauyus 0viaa oOHapysiceHa y omuya
ManvuuKa.

Ilocae oxonuanus cneyuarvHoll mepanuu é ¢hespane
2008 e. y peberka 8bi5161eHA HAHANbHAS N)He8As KAMAPAKma,
10 10800y 4e2o 0H Obln 08aXNCObL Npoonepuposar 6 Mexcompac-
/1€60M HAYYHO-MEXHUYECKOM KoMnaekce «Mukpoxupypeus
enaza» um. akad. C.H. @edoposa: 6 dexaodpe 2009 . yoanen
XPYCMAAUK U YCMAH0BACHA UHMPAOKYASPHAS AUH3A, a 8 (he-
pane 2013 e. 8binoanera aazepHas Oucyu3us 3a0Heil Kancynol

Puc. 1. Apmucpakus. [nazHoe GHo ¢ A8AEHUAMU XOPUOPEMUHAIbHOL
ampoguu 6e3 npusHakos akmusHol onyxonu. Ogpmansmockonus
2na3Hozo0 OHa om 2018 2. (Pomo u3 nu4Hozo apxusa T.J1. Ywakosoli)
Fig. 1. Artiphakia. The fundus of the eye with symptoms of chorio-retinal
atrophy without active tumor’s signs. Ophthalmoscopy of the fundus
from 2018 (Photo from T.L. Ushakova)

xpycmanuka (puc. 1). K momenmy gvinucku nocae 2-ii onepa-
yuu ocmpoma 3penus ¢ Koppekuyueii cocmasuaa 0,3.

Cnycms 5,5 eo0a, 6 aseycme 2018 e., noseunuce xcanrodwl
Ha boau 6 npasom npednneyve. Ilposedero komnaekcHoe o6cie-
dosarue. Ilo dannvim penmeenoepaguu, MPT u penmeen-kom-
notomeproil momoepaguu (PKT) eviaenenst npusnaku onyxonu
npasoii ayuesoti kocmu (puc. 2—4). B ducmanvrhom memadua-
@u3e npasoii 1yue6oil Kocmu onpedensemcs y4acmok Aumuve-
CKOUl DecmpyKyuLL NPOMSNCEHHOCIBIO 6 CM C (hpasmMeHmapHsim
paspyuieruemM KopKogoeo caosi N0 MeOUuanbHoll HOBEPXHOCMU.
[lpusnaku 6HeKoOCMHbIX KOMNOHEHMO08 00HAPYJICceHbl He OblaU.
lpyeue omadensi ckenema — 6e3 0ecmpyKmUuGHsIX U NepUOCAnb-
HbIX U3MEHEHU].

B x00e paduonykaudHoeo uccae0o8aHus 8bl61€HO ONYX0-
Je6oe nopasicerue npagoil ay4eeoll kocmu. /s ymouneHus
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Puc. 2. PenmaeHozpagpus npasozo npednneysa (npamas npoekyus).
Onyxons ducmansHo2o omdena npasoli ny4esol Kocmu (0o fe4eHus)
Fig. 2. X-ray image of the right forearm (frontal view). Tumor of the distal
part of the right radius (before treatment)

Puc. 3. PeHmzeH-komnblomepHas momozcpagpua 8 pexume Maxcu-
manbHol uHmeHcusHocmu (paspessi Yepes 32 mm). CmpenKu yKassl-
8atom Ha onyxosib AucmanabHo20 omoena npasoll ny4esol Kocmu
Ha MOMeHM BblsiBeHUS HOBOOOPA308AHUS

Fig. 3. X-ray-computed tomography image, maximum intensity
projection (32 mm step). Arrows indicate the tumor of the distal part
of the right radius at the time of its detection
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Puc. 4. MazHumHo-pe3oHaHcHas momozpagus npagozo npednneqss
(akcuansHas npoekyus). Cmpenku yKassl8aom Ha MASKOMKAHHbIU
KoMnoHeHm onyxonu 00 fieyeHus

Pic. 4. Magnetic resonance imaging of the right forearm, axial
projection. The arrows indicate the soft tissue component of the tumor
before the treatment

duaerosa evinoauera ouoncus. Ilo danHbim eucmonoeuueckoeo
UCCAe008aHUSA OLUONMAMA NOCMABAEH OUACHO3 <OCMEOCAPKOMA,
0CMeo6AaCmHbILL 6APUAHIM.

Ilposedenst 2 kypca IIXT (adpuamuyun, yucniamu,
MemompeKkcam) no eHympeHHemy npomokoay OC-2014.
03.07.2019 66110 8binoaHeHO Xupypeuieckoe neueHue: pe3ex-
Yus OUCMAIbHO20 OMOeAA NPABOLL AYHeB0ll KOCMIU ¢ 3ameue-
Huem degpekma dHOONPOME30M AYHe3ANACMHO20 CYCMasd
(puc. 5—11). Paunuii nocaeonepauioHHblil nepuoo npomexan

Puc. 5. llnaHupyemslli paspes c ucceyeHuem nocméuonculiHozo pybya
npasozo npednneybs

Fig. 5. Planned incision with excision of the post-biopsy scar of the right
forearm
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Puc. 6. Xo0 onepayuu: uHMaKmMHble MKAHU, CYXOXKUJIUA NJ1edesy4esoll M-
UYbl U MbILUL, NOBEPXHOCMHO20 C2ubamess Nanbyes B3sMbl HA OEPKANKU
Fig. 6. Surgery: intact tissues, tendons of the brachioradialis muscle,
and flexor digitorum superficialis are on holders

Puc. 7. Pesexyus ducmansHo20 omdena npagodi y4esoli kocmu. BHewHul
8UO nocsie paduKanbHO20 YOaseHUs HOB006Pa308aHUS Iy4esol Kocmu
Fig. 7. Resection of the distal part of the right radius. Appearance
after radical tumor removal

Puc. 8. 3Hdonpome3 npasoli ny4esoli Kocmu, BbINONHEHHBIL U3 cnaa-
8a mumaxa memodom 3D-neyamu

Fig. 8. Titanium alloy graft of the right radius made by 3D printing
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Puc. 9. PeseyuposaHHsIli y4aCmoK nopaxeHHo2o OUCmaabHo20 om-
desa npasoli y4esoli Kocmu 8 cpasHeHuu ¢ 3Hoonpome3om npasoli
Jlyyesol Kocmu

Fig. 9. Resected section of the affected distal part of the right radius
in comparison with the graft of the right radius

Puc. 10. Buo 3HO0onpome3sa, ycmaHoBNeHHO20 8 JIoXe yoaneHHol
onyxonu
Fig. 10. Graft installed in the bed of the removed tumor

enaodko. llanee nposedero 4 kypca adsrosanmuoit XT. Jleue-
Hue 3agepuiero 6 okmsope 2019 e.

DYHKUUOHANLHAS AKMUBHOCMb KOHEUHOCMU NOCAe Op-
eanocoxpauauei onepayuu no wrkanre Musculoskeletal
Tumor Society (MSTS) cocmasuna 96 % [3, 4]. Ilo oannbim
2UCMOA02UHECK020 UCCACO0BAHUS NOCACONEPAUOHHO20 MA -
mepuana: 0cmeocapkoma OUCMaibHo20 Memagpusa ay4esoi
Kocmu ¢ npusHakamu aeuebHozo namomopgosa 1V cmenenu,
a makice ouaeu HeKkpo3a, Pubpo3Has MKAHb, PeAKMUBHAS
Kocmb ¢ ocmeobaacmamu u beckaemoynwlii ocmeoud. Cap-
KOMamo3Hnble KAemKu He 8bisigaeHvl. B kpae onuaa duagpuza
AYHeB0ll KOCMU ONYX01b He 0OHAPYIHCeHA.

Tepanus nposoduaacs no npomokony OC-2014. Cneuyu-
anvHoe neuerue 3aseputero 6 cenmsaobpe 2019 e. Iayuenm
Haxooumcsi 6 cmaouu pemuccuu @ meuerue 2 nem.
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Puc. 11. PenmeeHozpagpus (npsamas u 60K08as npoekyuu) npasozo
npednneyss (nocneonepayuoHHoe uccnedosaxue). BudeH s3HAdonpo-
me3 ducmanbHo20 omdena npasoli sy4esol Kocmu

Fig. 11. X-ray images (frontal and lateral views) of the right forearm
(postoperative examination). Graft of the distal part of the right
radius is visible

06cyxpaeHune

DTHOJIOTHSI BTOPBIX OMYXOJIel, KaK IIPaBUJIO, TCHETH -
YyecKu JeTepMUHMpOBaHa. B uuncio HeOJaronpusiTHbIX
(akTOpPOB, CIIOCOOCTBYIOIINX MX BOSHUKHOBEHUIO, BXOIST
THII JICICHUS IEPBUYHOTO 3JI0KAYECTBEHHOI'O HOBOOO-
pazoBaHMS (XMMHUOIydeBasi Teparmusi), BIUSHUE OKpYXKa-
FOIIe Cpenpl, a TAKKe MPUCYTCTBHE IBYX 3THUX (DAKTOPOB.
B xone nzyyennst kinmuandeckux rpusHakoB [TM30 Ob110
BBISIBJICHO, YTO BTOPHIC IIEPBUYHBIC HEOTUIa3UM Pa3BUBa-
otea y 1,8 % manuenros [5]. [IpoBeneHHOE B psie Mc-
CJIeI0BaHUIA CpaBHEHNE YaCTOTH BOSBHUKHOBEHUSI BTOPHIX
MepBUYHBIX HOBOOOpA30BaHMIA MOKA3al0, YTO Haubosee
4aCTO OHU BO3HUKAIOT B IIUTOBUAHOIM xene3e (30,2 %),
koctHoi (20,1 %), kpoBeTBOpHOIi TKaHsX (17,2 %) u mo-
nouHoit xenese (8,7 %).

Yacrora Bo3HnkHoBeHUs [TM 30 Bapbupyer B IIMPO-
KUX mpenenax: ot 1,5 1o 35 % ciyyaeB 10 KJIMHUYECKUM
JaHHBIM U1 0T 7 10 20 % ciy4aeB o pe3yJibraTaM Ucclie-
JIOBaHUS MATOJOT0-aHATOMMYECKOro Marepuaia. Jloka-
JIM3alysg HOBOOOpa3oBaHUI B 3 00JIacTsIX BCTpedaeTcs
B 5—8 % cnyuaeB, a B 4 u GoJiee obacTsx — pexe [6].
ITo pe3yabraTaM MHOTOJETHUX KJIMHUYECKUX HAOIIOIe-
HUIA 32 MalMeHTaMM, U3JICUCHHBIMU B JCTCTBE OT OHKO-
JIOrMYEeCKUX 3a00JieBaHUIi, YaCTOTa BTOPBIX OIyXoOJei
cocrapister 3,5—8 % [6—9]. [IpuHATO CcUUTATh, YTO OC-
HOBHBIMM NPUYMHAMU pocTa 3aboneBaecmoctu [IM30
SIBJISTIOTCSI BBICOKAsI MHTEHCHMBHOCTh KaHIIEPOTE€HHOIO
BozaeicTBus, Bkiawvas JIT u nurorokcuueckyo XT,
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a TakKe YBeJIMYCHME BBDKMBAEMOCTH TIOCJIE YCIIEIITHOTO
JICYSHUST OHKOJIOTUUYECKUX 3a00JIeBaHUIA.

Cpenu 3710Ka4eCTBEHHBIX OITyxojeit y aereit monst Pb
cocraBisieT 2,5—4,5 %. B 80 % ciaydaeB 310 3a00/eBaHuUEe
JIMarHOCTUPYeTCs B Bo3pacte 10 3—4 jieT. [IByctopoHHsst Pb
cocranisier 20—40 % ciydaeB Bcex PB. ITuk 3a6oneBaeMocTu
npu ogHoctopoHHel PB otmeuaeTcs B Bo3pacte 24—29 mec,
MpU IBYCTOPOHHEN — B MepBble 12 Mec XKu3Hu [2].

B GonbiinHceTBe citydaes aBycropoHHeit Pbu s 15 %
cllydaeB OMHOCTOPOHHEN (hOPMBI 3TOTO 3a00JIeBaHUS
IIPY BBITIOJIHEHUU MOJIEKYJISIPHO-TEHETUIECKOTO MCCIIe-
IOBaHUS TMArHOCTUPYIOTCS MyTauuu B reHe RBI. Ha-
cnencrBeHHas Pb yaiie mpencraBinera MyabTH(OKATBHOM
/WA ABYCTOPOHHEH OITyXOJIbI0 ¢ pAHHUM BO3pPacTOM
Manudecrannu (10 12 mec). Cnopanuueckast Pb cocras-
nsteT 60 % Bcex ciryyaeB 3a00J1eBaHUsI U JUATHOCTUPYETCS
B OoJIee TTO3MHEM BO3pacTe KaK OJHOCTOPOHHEE MOHO-
doxkanbHoe nopaxkeHue. JJHK-aunarHoctuka mo3possieT
IIPOBOIUTH CKPUHUHT WICHOB CeMel C 1LIeJbI0 OIpeeie-
HUs pucka pa3putust Pb, nHauBuayanusanuu jedueOHbIX
1 TIPODIIAKTUYECKUX TTOIXOI0B, a TAKKE INTAHUPOBAHUS
ceMbu U aeTopoxaeHusi. B Oosee crapiiem Bo3pacTe
TIJISI HOCUTEJIEN TepMUHAJIBHBIX MyTallnii B reHe RB 1 BLICOK
PUCK Pa3BUTUSL APYTUX 3JI0KAYECTBEHHBIX OIYyXOJIEH,
BKJTIOYAsl IEPBUYHO-MHOXeCTBeHHBIE [10].

B xone uccnenoBaHus ObLIO BbISIBJIEHO HECKOJIBKO CITY-
YaeB Pa3BUTHS BTOPHIX OIYXOJICH Y MAlIMEHTOB B OTIAJICHHOM
nepuoje HaomoaeHus1 nocie jedyeHust Pb kapooriatuHoMm,
BUHKPUCTUHOM U 3Tomo3uaoM [11]. MHTepeceH ToT ¢axT,
YTO IPUMEHEHUE XUMMOIYUEBOM TepaIliy TTOBBIIIACT PUCK
BO3HMKHOBEHMUSI 3JI0KAaYECTBEHHOM oITyxonu. B nccinemona-
Husix J.R. Wong 1 coaBT. ObLI0 ITOKa3aHO, YTO TIpU ITPOBEIe-
Hum XT 6e3 nocaenytoweit JIT B oTgaeHHBIX CpoKax Ha-
OroeHMS Y MALIMEHTOB OCI0XHEHUI He ObLIO.

BosnuknHoBenne [IM30 B oTnajieHHBIE CPOKI HAOJTIO-
NIEHUS SIBIISICTCSI OMHUM M3 HanboJsee BaxKHBIX (DaKTOPOB
pucka. KymymsatuBHBIN pucK cocTtasiisieT okoso 32 % [12,
13]. B cirygae Pb Hanbogiee yacTo BCTpeyaroTcs TaK1e BTOphle
OITyXOJIM, KaK CapKOMBI (0COOEHHO ocTeocapKombl) [14].
Puck BosnukHoBeHus: [TM30 Hambosiee BBICOK B paHHEM
BO3pacTe, a Takke B cirydae nycroponHeii Pb [14]. B ocHoB-
HOM OH cBs13aH ¢ nmpoBoaumoii padee JIT. J.D. Rotary u coaBr.
BBISICHWIN, YTO KYMYJISTUBHBIN PUCK JIJISI TAKMX ITALIMEHTOB
cocraBui 35 %, a uis Tex, k1o He noay4dan JIT, — 5,8 % [15].
Bropele omyxosu KocTei BOZHUKAIOT B 001aCTH IPOBOIUMOM
JIT, ongHako He penku ciaydan Bo3HMKHOBeHus [IM30
U B IPYTUX KOCTSIX, PACIIOJIOXKEHHBIX BHE 30HBI OOJTy4EHUSI.
3710KaYeCTBEeHHBIE OITYXOJIM KOCTEH Y IeTeit, Kak IpaBuiIo,
pa3BUBAIOTCS B IIpeIyoepTaTHOM U ITyOepTaTHOM BO3pacTe,
KOTIJIa IIPOMCXOINT MHTEHCUBHBIN pOCT KocTel ckesera [16].
751 MedeHrst 0CTeocapKoM TPUMEHSIIOT XUPYPIUUSCKUI,
JIy4eBOM 1 JIeKapCTBEHHbBIM METO/IBI, a TAKXKE X KOMOMHALINA
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[17]. B xone aHaM3a JaHHbBIX JIUTEpaTyphl ObLIO OTMEUEHO,
YTO €AMHCTBEHHBIM aOCOJIOTHBIM ITPOTHMBOIIOKA3aHUEM
IIJTS1 TIPOBEAEHMST OPraHOCOXPAHSIOLIEN XMPYPIrUIeCKOM OIe-
paIuu sIBJIsSIeTCs ITpOorpeccrupoBaHre 3a00IeBaHNsI Ha (hOHE
HeoambroBaHTHOM XT [18].

Puck pazsutust [IM30 y naimenTos ¢ nepsuuHoit Pb
coctasisteT 11,2 % npotus 3,3 % Ui MALUEHTOB C APYTUMU
comaHbIME oIryxoJisiMu (p = 0,009), 4TO MOXKET OBITh CBSI-
3aHo ¢ MyTauysimu B reHe RB1. Kpowme Toro, [TM30 kocTeit
3aHuMaloT 2-e mecto (n = 21, 20,1 % cpenn Bcex BTOPBIX
omyxoJeii u 26,3 % cpean BTOPUYHBIX COTUAHBIX OITYXOJIEit)
I10 YaCTOTE BCTPEUAEMOCTH B KOTOPTE MAIIMCHTOB, HAOIIO-
nmasimxcst ¢ 1998 mo 2012 . 8 HayuHo-1ccae10BaTe IbcKoM
MHCTUTYTE AETCKOM OHKOJIOTMH 1 reMaTosiorny HarmmoHarb-
HOT'O MEIUIIMHCKOTO MCCIeN0BaTEIHCKOTO IIEHTPA OHKOJIO-
ruu um. H.H. Bioxuna.

Mytauuu B reHe RB1 HeraTUBHO BIIMSIIOT HA OHKOTe-
HE3 OCTEOCAPKOMBI. DTOT TeH KOAUPYET OCJI0K PETUHO-
61actoMmbl (pRb) — peryaaTopHBIil 0€10K KJIETOYHOTO
mukiaa. Myranuu B reHe RBI BBI3BIBAIOT MHAKTUBALIMIO
pRb, uTO BemeT K morepe KOHTPOJIS KJIETOYHOTO ITMKIa
0CTe00JIaCTOB U CITOCOOCTBYET HayaJIbHOMY POCTY OITyXO-
qm [15, 19]. B uccnemoBanusx T. Fujiwara u coaBt. [20]
4 TmauMeHTaM ¢ HOBOOOpa30BaHUEM KOHEYHOCTU ObLIU
MIPOBEJCHBI IMMPOKasl PE3eKIIUs OITyX0JI1, HeOaIbIOBAaHT-
Hasl M BbICOKOA03Has aabioBaHTHast XT Ha OCHOBE METO-
tpekcara. M3 Hux 3 (75 %) nmauueHTa XOpOLIO OTpearu-
poBanu Ha XT 1 BbKuIM Oe3 Mpu3HAKOB 3a00JieBaHUS
(cpemHuii Ieproa HaboaeHUS cocTaBma 17,3 roma). AB-
TOPBI IPUIILIU K BEIBOLY, YTO KIMHUYECKIE UCXOMIBI OCTE-
0CapKOMBI, BO3HMKAIOIIE B KOHEYHOCTH Y BBDKUBIIIMX
0osbHBIX ¢ PB, Moryt ObITh G0Jiee OiaronpusiTHbIMHU,
YeM y OOJIbHBIX C OOBIYHOM (ITEPBUYHO ) OCTEOCAPKOMOIA.
Kpome Toro, B xo/1e nccjieqoBaHU HEMEIIKO-aBCTPUICKO-
IIBEMLIAPCKOM TPYIIIBI MO0 M3YYEHUIO OCTEOCAPKOMBI
(COSS — Cooperative Osteosarcoma Study Group) 0b110
O0OHapyXeHO, YTO KOMOMHMPOBAHHOE JIeUeHUE U TIepBUY-
HOM OCTEO0CApKOMBbI, 1 OCTEOCAPKOMBI KaK BTOPOU OITyXO-
1 (xupyprudeckoe jgedeHue u ITXT (MeroTpekcar, 10K-
COPYOUIIMH, IUCIUIATAH)) MPUBOAUT K OAWHAKOBBIM
pesyabTataMm [12, 21, 22].

3aknioveHue

B ciiyuae oGHapyxeHus1 iepBuyHOi Pb kpaliHe BaxkHO
oLeHUTD prck pa3putisg [IM30 u B 3aBUCMMOCTH OT 3TOTO
nono0path MpaBUIbHYIO TaKTUKY JiedeHusl. BaxkHo obOpa-
TUTb BHUMaHME Ha TeHETUYECKYIO 00YCIIOBICHHOCTD ITaTO-
soruu (MyTtanuu B reHe RBI), oleHUTh 3(PDEeKTUBHOCTH
npumeHsieMoi Tepanuu 1o mkaiam TESS, MSTS, netanb-
HO M3YYWTh aHAMHE3 MAallMeHTa W YIeCTh BO3MOXHOCTD
OTIAJICHHBIX OCJIOXHEHUN (CIeayeT MpomoLKaTh HaOIIto-
JIEHHE 3a TTalMeHToM B TedeHue 10 s1er).
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