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B cmamve npedcmasaenvl 0aHHble NO AHAAU3Y OPeAHU3AUUU AeHeHUs nayueHmos ¢ pemunobnacmomoi (Pb) é peeuonax Poccuiickoii
Dedepayuu, 0cHo8HbIE NPOOAEMYL, CES3AHHbIE C OUACHOCMUKOI U NeueHUeM OAHHOL 2PYnNbl NAUUEeHMO08. ABMOpPbL NOKA3bIBAIOM HE00X00UMOCHb
eHedpenusi Ha meppumopuu Poccuu Hoswvix, opeanocoxpansawwux, memodoe mepanuu PB, komopvie nozeonsm yayuuiums Ka4ecmeo
0Ka3bl8aeMOIl NOMOWU OemsM.
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Organizational aspects of the treatment of retinoblastoma in children in the Russian Federation on the basis of survey
of regional centers of pediatric hematology-oncology
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The article presents data on the analysis of the organization of treatment of patients with retinoblastoma (RB) in the regions of the Russian
Federation, the main problems associated with the diagnosis and treatment of this group of patients. The authors show the need for the
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introduction in Russia of new, organ-preserving, therapies RB that will improve the quality of care for children.
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3JI0Ka4eCTBEHHbIC BHYTPUIJIA3HbIE OITyXOJIM 3aHUMa-
0T 2-€ MECTO CpeIy 37I0Ka4eCTBEHHBIX HOBOOOpa30BaHMIA
rj1a3a M ero NpuaaToyHoro amnmnapara. [lepBu4Hbie BHYTpHU-
IJ1a3HbIe OIYX0JIM BeTpevatores B 95 % ciydaes [1]. Hau-
OoJiee pacrpoCTpaHEeHHO BHYTPUTIA3HOM OITyXOJIbIO JET-
CKOro BoO3pacTa sBasieTcsl peTuHoOmactoma (PB).
Boissisiercst PB B 92,2 % ciyuaes [2]. Pb — 310KkauecTBeH-
Hasl OITyXOJIb CETYATKU HEHPOIKTONEPMATIBHOIO IPOMC-
xoxaeHus [2]. Pb oTHocuTcs K rpyrine 3sMOpHOHaIbHBIX
couaHbIX omyxoseii [3]. Ha ee noto mpuxoanuTcst 0KOiIo
3 % Bcex 3JI0KaueCTBEHHBIX OITyXxoJieii y aereli [4]. PB BbI-
SBJsgeTCS y aeteit B Bo3pacte ot 0 1o 9 net. Het paznuuunit
I10 TI0JIOBOMY TTpU3HaKYy (49,5 % maluneHTOB — MaJIbYuKU
u 50,5 % — neBoukn) [2]. Pb sBsieTcst 1OCTaTOYHO peIKUM
3abo0ieBaHUEM U BCTpevyaeTcsl IpUMEpHO B 1 ciydae Ha
20 000 XuBBIX HOBOPOXKACHHBIX [5]. YUUTHIBas 3TU JaH-
Hble, exeromHo B Poccum MoxXeT OBITh BBISIBICHO
1o 100 gereii ¢ mepBuuHoii Pb.

PB MoxeT ObITh KaK CriopaguueckKu BO3ZHUKIIEH, TaK
U BpoxxaeHHO. PaznuuaroT 2 ocHoBHBIE hopMbl Pb — of1-
HocTOpoHHIOM0 (53,2 % ciyyaeB) 1 IByCTOpOHHIOW (46,2 %
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caydaeB) [6]. Pb — Hacnenyemoe 3abosieBanue, B 37,3 %
cllyuaeB Oblla BbIsIBIeHa cemeliHasg ¢dopma PbB, ona
npeobanana mpu OMHOKYISIPHOM MOPaKeHUH.

B HacTtosiumit MomeHT eueHue Pb komMOuHupoBaH-
Hoe — nosmxumuotepanus (ITXT), xupypruueckoe jeue-
HUe B KOMOMHauuu ¢ aydeBoii Tepanueii (JIT). Onepatus-
Hoe JiIeueHre (IHYKJIeALIMs1) POBOAMTCS 110 COBPEMEHHBIM
npotokosiaM B 30,5 % ciydaes [7].

Boicokast akTyanbHOCTb HU3y4YeHUs TpobieMbl Pb
B HACTOSIIIUIT MOMEHT CBsI3aHa C HEOOXOAMMOCTbIO BHE-
JIPEHUSI COBPEMEHHBIX OPTaHOCOXPAHSIOIINX METO/IOB JIe-
YEHUS — UHTPABUTPEAIBHOM WJIN CEJIEKTUBHON MHTpaap-
TepuajgbHOi xumuorepanuu (XT), a B psge cliyuyaeB
U cUcTeMHoOM Beicokomo3Hoit [TXT [8, 9].

s u3ydeHusi opraHu3alMOHHbIX aCIIeKTOB IUarHo-
cruku u jgedennst Pb B Poccuiickoit @enepanyn (PD)
HaMM OBLJIO MPOBEACHO aHKETMPOBAHUE PETMOHATIbHBIX
LIEHTPOB AETCKOM reMaTOJIOrMU-OHKOJIOTMY IO BOIIPOcaM
OKa3aHU CNeUATU3UPOBAHHOM MEAUIIMHCKON TTOMOIIMN
nauueHtam ¢ Pb. B P® netu ¢ Pb HaGmonatoTcst Bpauamu-
reMaTtoJioraMy ¥ OHKOJIOTaMH, a He oTanbmonoramu. Jis



s IETCKOU

HOAro

OTpaXkeHMSI COBPEMEHHBIX JAHHBIX aHKETUPOBAHME 3aTPO-
HyJ10 OOJIbHBIX, AUArHO3 KOTOPHIM ObLJT ocTanyieH B 2013—
2014 rr. B ankeTupoBaHue ObUIM BKJIIOUEHBI TMAllMEHThI
C TIOATBEPKACHHBIM IUAarHO30M «PeTUHOOJACTOMA».

PacchliaeMblii OPOCHKUK COCTOSLT U3 CICAYIOLINX BO-
IPOCOB:

1.  Kakoe yucio nmaiyueHToB ObUIO IMarHOCTUPOBAHO
B BaleM peruone 3a 2013—2014 rr.?

2. B KakoMm LeHTpe MalyeHThI TToayJau:

A. XT

b. Xupypruueckoe neueHue

B.JIT

I. Apyrue BUObI IeUeHUS

3. Kakue ucxompl 3a0os1eBanust 0bu1M 32 2013—2014 rri:

A. BoizgopoBieHue

b. Ymepio (o kakoii IpuynHe)

B. BbIObIM M3-1101 HAOMIOAEHMS 1O pa3HbIM ITPUYMHAM

4. Kakue ocHOBHbIE TTpoOeMbl Bbl BUnuTe B jeue-
nuu Pb B PD?

Ha onpocHuK, pa3ociaHHbII 110 PETMOHATbHBIM 1IEH-
TpaM JETCKOM TeMaTOJOTUH-OHKOJIOTUM, ObLIO MOJYYEHO
19 otBeToB. CorlacHO MOJYYEHHBIM U3 OITPOCHUKOB TaH-
HbIM, B YKa3aHHBIX Ha pUC. 1 LIEHTpax 3a MCCJIeayeMblid
nepuoj, ObLIO TIpoJIeYeHO U Habmonanock 56 aereit ¢ Ph.
HawnGonbiiee 4ynciao malmueHTOB ObLIO 3a(pUKCUPOBAHO
B Ilepmckom Kkpae (6 mereii), HauMeHblIee — B Pecrty0mm-
ke bypsartus (He Obl10 BBISIBIIEHO). TakuM o0pa3zoMm, cpe-
HEee YMCJIO MALIMEHTOB B PETMOHE, KOTOPHIM ObLI yCTAHOB-
neH nuarHo3 Pb, cocrasuno 1,47.

3 . ® ABCOJIIOTHOE YHCJIO
3ABOJIEBIINX MALIIMEHTOB

Puc. 1. Pacnpedenenue nayuenmos no peeuonam P®, npunsewum yuacmue
6 onpoce

DTa cTaTUCTHKA TMOATBepxXKIaeTcs maHHbIMU PI'BY
«MHHWMU T'b um. [enbmronvua» Munaapasa Poccum (o
70 obpamenwuii B rox), ®IAY «MHTK "Mukpoxupyprust
mraza” uM. akan. C.H. ®emopoBa» Munsapasa Poccun
(mo 10 mammentoB) m HHWW JOI' ®I'BY <«POHIL
nm. H.H. broxuna» Munsapasa Poccun (1o 15 nauueH-
ToB). Eme 5—10 OOJBHBIX CAMOCTOSITEJIbHO Yye3XKaJlu Ha
JieueHue B 3apyOeXHbIe LICHTPHI TM00 He Momnaiu B dene-
paJibHbIE LIEHTPHI 1O pa3IUIHbIM puuuHam [10].

TEMATOJIOTMM u OHKOJIOT MU

AHanmm3 3(pHeKTUBHOCTHU TepaIvu, TTPOBEICHHON 3TUM
MalyreHTaM, MOKa3bIBaeT, YTO OOJIBIIIMHCTBO U3 HUX I1OJIY-
YyaJiu KOMOMHUPOBAHHOE JIeueHUE (OIepaTUBHOE JICUCHUE
+ XT +/—JIT).

W3 nosydyeHHBIX U3 OMPOCHMKA AAaHHBIX BUIHO, YTO
85,7 % maleHTOB MOJIy4aliu OIlepaTUBHOE JieYeHHE (IHY-
KJiealusi) Mo MecCTy XKMUTEeIbCTBa, 10O B (enepalbHOM
HeHTtpe (puc. 2).

14.4%

66,0 %

B Onepanust B (esiepaabHOM LEHTPE
M Oneparus 110 MeCTy KHUTENbCTBA

. Onepam/m HE MpOBOIWJIaCh

Puc. 2. Onepamusnoe aeuenue nayuenmos ¢ Pb

CoryacHO IoJy4eHHBIM JaHHBIM ObLJIO BBISIBICHO, YTO
GoJbIMHCTBY HanueHToB (89,3 %) XT mpoBoauiach 1o
MECTY XKMTEJIbCTBA 10 pa3IndyHbIM cxemaM, a 11,7 % 6oiib-
HBIX [TOJIyYajIu JICYeHHE B OAHOM U3 (eepaabHbIX 1IEHT-
POB 10 eAMHOMY aJIropuT™My. Heod0XonuMo oTMETUTD, UTO
o pesyabsrataM onpoca 3 nauuentam B HUU 1OI' ®I'bBY
«POHLI um. H.H. Baoxuna» Munsnpasa Poccun Ob110 BbI-
IOJIHEHO ¥ MHTPAOKYJIIPHOE BBEACHUE XMMHUOIIpeIapara.

[To naHHBIM, MOJYYEHHBIM U3 PETMOHAIBHBIX UCTOY-
HUKOB, 60,6 % OOJIbHBIX ITPOBOIMJI ITOCJICONEPALIMOHHYIO
JIT, BeIMONHEHHYIO KaK B (benepalbHbIX, TaK U B peruo-
HaJIbHBIX LIeHTpax (puc. 3).

B dezepanbHblil HEHTp

M [lo mecTy *XuTenbCTBA

71% M He nposoaunnacs
1%

Puc. 3. JITy nayuenmos ¢ Pb

AHanu3 ucxonoB 3a0osieBaHUS ITOKa3aja, 4To 0O0JIb-
LIMHCTBO 00JIbHBIX (87,5 %) >KUBBI M HAXOISATCS B PEMUC-
CUU TI0 OCHOBHOMY 3a0oJieBaHMIO. M3 3THX MalMeHTOB
MOAABJISIONIEE OOJIBIIIMHCTBO MOJYYWIM OTIIEPaTUBHOE Jie-
yeHue (dHyKJealuoo). B c¢Bsa3M ¢ MeTacTazupoBaHUEM
OCHOBHOTO 3a00s1eBaHNs ymepin 5,3 % GonbHbIX. He s1BU-
JIUCh Ha TIOBTOPHBIE KOHCYJIbTAllK 5,3 % MallMeHTOB.
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KpaiiHe BaxkHO OTMETUTh, YTO HECMOTPSI Ha UUCJIO Ta-
LIMEHTOB, HAXOASIIIMUXCSI B PEMUCCUHU, NETU MOJTYIUIN TSI~
XKeJy1o TIMKBUIALIMOHHYIO ofepalirio (3Hykjeaiuto). [pu
9TOM [JIeTU C OIHOCTOPOHHMM aHOMTaIbMOM HE MOTYT
MpeTeHA0BaTh Ha UHBATUAHOCTD (cornacHo [pukaszy Mu-
HUCTEPCTBa 3APaBOOXPAHEHUS U COLIMATIBHOIO Pa3BUTHUS
P® Ne 10131 ot 23.12.2009).

OCHOBHBIMU TTpOOJIEMaMu, IO MHEHHIO Bpadeit, mpu-
HSIBIIMX YYacCTUE B aHKETUPOBAHUU, SIBJISTIOTCSI: OTCYTCTBUE
eIMHOro Mmoaxoaa K repanuu 6oabHbIX PB (pa3Hble ene-
pajibHbIe LIEHTPHI JAI0T pa3InyHbIe PEKOMEHAAIUM); OT-
CYTCTBHME €IMHOTO aJITOPUTMa OPTaHU3ALMOHHBIX MEpPO-
MPUSATUN MO AUMArHOCTUKE, JICUCHUIO M KOHTPOJIO 3a
MaleHTaMU; IJUTEIbHBIM MPOIECC AOTOCIUTAIBHOTO
9Tamnay MalueHTOB, HallpaBJsieMbIX B (hefepalibHbIC LIEH-
TphI; HeCBoeBpeMeHHas nuarHoctrka Pb co ctopoHbl Bpa-
Yyeii-o¢TaJbMOJIOTOB (HU3Kask OHKOJIOTHYecKasi HaCTOPO-
XKEHHOCTb U Ae(PEKTHl OCMOTPOB).

OnHoi1 13 BeAyLINX MPOo0JIeM, OTMEUEHHBIX HE TOJIBKO
CreaJucTaMy, HO U POIUTEISIMU OOJIbHBIX, SIBISIETCS
CJIOXKHOCTDb TTOJTHOLIGHHOTO TJIa3HOTO IPOTe3MPOBaHUSI.
IMameHTam, ocOOEHHO AETSIM, HEOOXOAMMA YacTas CMeHa
MPOTE30B B CBSI3U C POCTOM TKAHE OPOUTHI, YTO OOYCIOB-
JIMBaeT HEOOXOIMMOCTD ToceleHUs (heaepaaTbHOTO LIEHT-
pa 1 HeceT OOJIBIIIYIO COLIMATbHYI0 M MaTepUalibHYIO Ha-
TPY3KY U1 POOUTEIICH.

MHorue eHTPbl OTMEUaIOT OTCYTCTBME BO3MOXKHOCTHU
MPOBOAUTH TeHETUUECKYIO AUarHOCTUKY PB, uto kpaitHe
aKTyaJbHO, IPMHUMAsl BO BHUMaHUE ceMeiiHbIe (OpPMBbI
3a00/IeBaHUS. YUUTBIBAsI OTCYTCTBUE €IMHOTO MTPOTOKOIA

FTEMATOJIOTMN u OHKOJIOT MU

Tepanuu nauueHToB ¢ Pb, nuMmeeTcs Gobias pa3o0ineH-
HOCTb O(hTaTbMOXUPYPTOB, JIy4EBBIX TEPAIIEBTOB U CIICIIU-
aJMCTOB-XMMHUOTEPAIIeBTOB, YTO 3a4acTylo, MPUBOIUT
K HeaZieKBaTHOMY OKa3aHUIo momoliu. Takum obpa3oM, Ha
Tepputopru P® 0CHOBHBIM METOIOM JICYCHUST TAIIMEHTOB
¢ Pb ciiy>kut KoMOMHUPOBAaHHBIH MOAX0, 0a30¥ A1 KO-
TOPOTO SIBJISIETCS TIPOBEICHKE OTIepalluy yIaJleHu s IJ1a3a,
YTO 6€3 OMHOMOMEHTHOIO SHIOIPOTE3UPOBAHUS ITPU Pa3-
JIMYHBIX (hopMax aHOPTaTbMUYECKOTO CUHAPOMA ITPUBO-
JUT K TSDKEJBIM YPOIYIOIIUM TTOCISACTBUSIM.

B cBs131 ¢ 5TUM, OCHOBHBIMU MIPOOJIEMaMU SBJISIIOTCS
HE TOJIbKO OTCYTCTBME €AMHbBIX ITOJX0A0B K BUIaM U CPO-
KaM Teparuu, HO ¥ pa300IleHHOCTh CIIeLIUaIUCTOB, IIPHU-
HUMAIOIIMX y4yacTue B JICYCHUU M HaOJIOIECHUM NeTeit
¢ Pb. B Hacrosiiee BpeMst OTHUM U3 BBIXOJIOB 13 CJIOKUB-
LIeiicsl CUTyallMM MOXET CTaTh BHEAPEHUE HOBBIX Oopra-
HOCOXPaHSIIOIIUX METOHAOB JCUCHMSI, JTOKAIbHBII KOHT-
poib Haa 3¢p¢GEeKTUBHOCTHIO JIEUCHUS W MOSBICHUE
€IMHBbIX CTAHAAPTOB KOMOMHUPOBAHHOIO JICYCHUS.
HapaBHe ¢ 3TUM HeMaIOBaXKHBIM SIBJISIETCSI U BOITPOC (hU-
3UYECKOi1, COLMaIbHON U KOCMETUUECKON peaduanTalumn
neteii ¢ PB, koTopas B HacTOSIIIMIT MOMEHT TpeOyeT 10-
MOJIHUTEJIbHOTO Pa3BUTHSI.

OCHOBHBIM MPEUTOKEHUEM 10 ONITUMU3ALIUHN TTOAX0-
JIOB K Teparuu MalueHTOB C TMarHO30M «PeTUHOOIacTO-
Ma» SIBJISIETCSI CO3MaHMe MYJIBTMILIEHTPOBOIO MPOTOKOJIA,
KOTOPBII TTO3BOJIUT OObEAMHUTH JTaHHBIE 11O BCEM Iallu-
eHTam ¢ Pb B PD, pa3BuTh HOBbIE COBPEMEHHBIE OpraHoO-
COXpaHSIOIIME METOAbl JICUCHUSI U YIYYIIUTh KayecTBO
U MPOAOJIKUTETbHOCTD KU3HU OOJIbHBIX.
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