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Karouesvie cao6a: capkoMbl MATKUX TKAHE, 1eTH U NOAPOCTKH, IIUIEMHUOIOTHS

Ileab pabomuot. VI3yautb 3200/1eBa€MOCTb M CMEPTHOCTb JIeTell M OJAPOCTKOB ¢ capkoMamu Markux TkaHeii (CMT) B Poccun.
Mamepuaavt u memodst. ]I pacueTa BO3paCTHBIX U CTAHIAPTH30BAHHBIX MOKa3aTeneil 32001eBaeMOCTH U CMEPTHOCTH
HCMOJIb30BAUCH NanHbie MunncrepcTsa 3apaBooxpanenus PO no uuciy Bnepsbie 3a0onesmux CMT mo moay, Bo3pacty
H TeppuTopusiM 3a nepuon 1989—2011 rr., a TakxkKe cooTBeTCTBYIOIIME NaHHbIe DenepanbHoii CIyKO0bI rocyIapcTBEHHOI
CTATUCTHUKY MO CPETHEr0I0BOi YHCIEHHOCTH HaceeHus u yucay cmepreit or CMT 3a nepuon 1999—2011 rr. TeppuTtopualinb-
HbI€ pa3jn4us B 3200J1€BaeMOCTH M CMEPTHOCTH OIIEHMBAJIMCh METO/IOM KOCBEHHO# CTAHIAPTH3AIMHI, UCTIOJIb3YS CPeTHHE 10
Poccun nokasaresim B KayecTse cTaHAapTa. J1Jisi oneHKH JMHAMUKY 3200,1€BAEMOCTH M CMEPTHOCTH BbIYHCJISIIOCH CpPe/IHee
r07I0BOE MPOIEHTHOE M3MeHeHne ¢ 95% NoBepHTEeIbHBIM HHTEPBAJIOM.

Pesyasvmamot. CTannapTH30BAHHBIN MOKa3aTeb 32001€BAEMOCTH CAPKOMAMI MATKMX TKaHeil B Bo3pacte 0—17 jer 3a
2007—2011 rr. B Poccnu cocrasmm 7,2 Ha 1 MIIH HacejleHHs. 3a 3TOT IepHO ObLIO AMAarHocTHpoBaHo 931 ciayyaes 3a060-
JieBaHus1, B TOM yucJje 756 y nereii 1o 15 et u 175 y noapocTkoB 15—17 jieT, 4T0 cOCTABUJIO COOTBETCTBEHHO 5,8 1 6,1% B
CTPYKTYpe 3/I0Ka4eCTBEHHbIX HOBOOOPA30BaHMii 3THX BO3pacTHbIX rpynn. Hanboabummii nokasareb 3a00,1eBaemoctu 11,3 Ha
1 Mu1H oT™MeueH B Muajuieii Bo3pactHoii rpynne 0—4 roga. B psiae pernoHoB BbIsIBJIEHO CTATUCTHYECKU 3HAYMMOE NPeBbIlIeHHE
cpeanero no Poccum ypoBHs 3a001eBaemocth. 3a mepuoa 1989—2011 rr. exkeroanslii pocT 3a00,1€BaeMOCTH JAeTeii CapKoMaMi
MArkux Tkanei B Poccuu cocrasui 3,9% [95% AU 3,3—4,3]), npu 370M HAHOOJIBIIKIA POCT HAOIIOAAJICS B MIa/ALIEH BO3-
pacrnoii rpynne 0—4 roga (8 cpeatem Ha 5,4% B roa [95% AU 4,7—6,3]). 3a 2007—2011 rr. B Poccuu ymep 531 pedenok u
MOAPOCTOK C CAPKOMAMH MATKHX TKaHeii, B ToM unciie 447 B Bo3pacte 0—14 jer u 84 B Bo3pacte 15—17 J1eT, 4TO COCTABUIO
coorBercTBeHHo 10,4 u 9,8% B cTpyKType CMEPTHOCTH OT 3/I0KA4€CTBEHHbIX HOBOOOpa3oBaHuii. [Toka3arean cMepTHOCTH
Ha 1 MuH JeTcKoro HaceyeHus coctasuin 4,3; 3,4 u 4,2 B Bo3pacTHbix rpymmnax 0—14, 15—17 u 0—17 JeT cOOTBETCTBEHHO,
YTO 3HAYMTEJILHO MPEBHIIAET AHAIOTHYHbIE IOKA3aTe M B Pa3BUTHIX cTpanax. Haubobmmii nokasarens cMepTHOCTH 6,9 Ha
1 i Habmoascs B Bo3pacTHoii rpynmne 1—4 roga. Pernonanbnblii aHa M3 BbISBII 00Jiee 4eM IBYKPATHOE MpEBbIIIEHHE
Cpe/IHepPOCCHiiCKOro YPOBHS 3200J1€BaeMOCTH B OTIEIbHbIX PETHOHAX.

Bgenenue 3aJIbHO-KJIETOYHOTO HEBYCa, Helipoduopomaros I tvna,
TYOEpPO3HBIN CKIEePO3, CEMEMHBIN aJeHOMAaTO3HbII
IOJIMIIO3, CeMeliHas peTuHobjlacToMa; HauboJjiee u3-
BECTHBIMM 3K30TreHHbIMU (pakTopamu pucka ajist CMT
SIBJISIETCS JlydeBasl Tepanusi, BUpyc DmiuteiitHa—bapp
(n1s1 BUY-uHpUUMpOBaHHbBIX); OTAEIbHbBIE CIy4yau
CBSI3aHbl TAKXE C AIKWJIMPYIOIIMMU XUMHUOMpernapa-
TaMU, XpOHUUYeCcKoi tumenemoit (tada. 1). OgHako
st 6osbiimHCTBA ciydyaeB CMT cneuudpudyeckuii
STUOJIOTMYECKUI areHT He BhIsBiIeH [4, 15, 16].
Pacnipenenenue capkoMm MSATKHUX TKaHEW MO TUCTO-
JIOTUYECKOMY TUITY, JIOKAJIU3ALIUY Y BO3PACTY MPENCTAB-
JieHo B Ta0i1. 2—4 [12—14]. Haubonee yacteim (Oosiee
IMOJIOBUHBI CJIy4aeB) TMCTOJOrnYeckKum turom CMT
y aeteid sBisiioTcs padbaomuocapkombl (PMC), B Tom
yucie smopuoHanbHeie PMC (40%), anbBeonsipHbie

Capxombl Msarkux tkaHeir (CMT) npencraBisiior
C0001f TeTepOTreHHYIO TPYIIITY 37T0KaYeCTBEHHBIX HOBO-
00pa30BaHMil TIPEUMYIIIECTBEHHO ME30JePMaTbHOTO
MIPOMCXOXKICHMs, pa3BUBAIOIINXCS B 000 YacTu
tena [2—4, 10]. ITo naHHBIM MeXIyHapOIHBIX KaHIIEP-
peructpoB, CMT cocTaBisitor 6—8 % 3710KauecTBEHHBIX
OMyXOJIEH Y IETEH, 3aHUMas IISITOE€ MECTO ITOCJIE JeKe-
muu, onyxojeit IIHC, numdom u onyxoieit nepude-
pHUUYECKOI HEPBHOI cucTeMbl [5—9].

N3zBectHO, uTo B 8—10% cnyuyaeB CMT y nmereii
MMEIOT HacJIeNCTBeHHOEe MpoucxoxaeHue. K ycra-
HOBJIEHHBIM (paKTOpaM prCKa OTHOCST TeHETUIECKIE
cunapomel JIu—®Ppaymenu, Kocrenno, BepHepa, 6a-

Adpec 0as koppecnondenyuu PMC (12%) wn npyrue tunsl PMC (okoio 5%). Cpeaun
Menb Tamapa XanMoBHa JIpyrux rucrojiorndyeckux TunoB CMT Haubosee ya-
E-mail: Tamaramen@yandex CTbIMU (hOpMaMU y IETEN SBJISIETCS OIyXO0JIU CEMENCTBa
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Ot penakiuu

Ta6auna 1. Pacnipenenienne capkoM MATKHX TKaHei y eTei
10 THCTOJIOTHYECKOMY THITY *

Pa6xomuocapkombl 58%
B T. 4. SMOPHOHAJIbHAS 40%
AJIbBeOJIIpHast 12%
Hpyrue 5%

Dudpocapkombl, Omyxo.iu nepugepuiecKnx

HePBHBIX 000J109€eK 1 Apyrue (hudpo3HbIe HOBO-

o0pa3oBanus 8,4%
B T. 4. Gubpo- n muodubdpobdracTuieckre
OITyXOJIN 3,5%
OnyxoJi HepBHBIX 000JI0YEK 4,9%

JIpyrue capkoMbl MATKHX TKaHei 27,3%
B T. 4. OIyXOJIU cemeiicTBa capkombl FOuHra 12%
CuHOBHAJIbHASI cCapKoMa 6,2%
DuOPOruCTUOLUTAPHBIE OITYXOJIN 1,9%
JleitomurocapkomMa 1,8%
BnenoueuHast pabnouaHast OrnyxoJib 1,6%
CMelIaHHOKJIETOUHBIE OITyXOJIU 1,5%
AJbBeOJIsSIpHAsT MSITKOTKAHHAsT capKoMa 1%
JIunocapkoma 0,7%
OnyxoJi KpOBEHOCHBIX COCYI0B 0,5%
BHeckeneTHble KOCTHBIE
U1 XOHJPOMATO3HBIE OMTYXOJIU 0,3%

HeyTouneHHbIe CAPKOMbI MATKHX TKAHEI 6%

* [To maHHBIM HeMerKoro AeTCKOro KaHIep-perncrpa,
1985—2004 rr. (2061 nauueHT).

capkoMbl FOunTa (12%), cuHoBuanbHast capkoma (6%),
OITyXOJIM HEPBHBIX 06osouek (5%) u pudpo-muodn-
opobaactudeckue omnyxou (okono 4%). CapKoMbl
MSTKHMX TKaHel B 1IeJIoM HanboJjiee 4acTo TMopakaloT
00J1aCTh TOJIOBBI 1 11IEU M KOHEUHOCTU. DMOpUOHAJIbHAS
PMC nokanu3yeTcs 4ailie BCEro B 00J1aCTU T'OJIOBBI 1
IIer, MOYEITOJIOBBIX OpTaHax M Ta3e, B TO BpeMs Kak
anbBeossipHass PMC, ¢pubpo3Hbie HOBOOOpa3oBaHMSI,
OITyXOJIM ceMeiicTBa capkoMbl FOnHTa, cMHOBHUATbHAS
capkoMa IMopaxaroT yallle BCero KOHeUHOCTH.
3aboneBaemocth CMT B 1enOM cpeau neteit
0—14 net B pa3BUTHIX cTpaHax cocTaBisieT 7—10 Ha
1 MJTH IETCKOTO HaceJIeHUsI ¢ He3HAYUTEIbHBIM TIpe-
obagaHMeM MaJabuUKOB (110J10BOe OTHoIIeHue 1,15),
TIPY 5TOM TTHK 3a00JIeBacMOCTH TIPUXOINUTCS Ha IeTeit
B Bo3pacTHoli rpynre 1o 1 roga: 8 CIIIA 17,9, B Iep-
manuu 17,8 Ha 1 muH [5, 7]. 3aboneBaemocts CMT
JleTell TIepBOTO TO/Aa XXW3HU Cpelr OeJIoro HaceIeHUs
HECKOJIBKO BBIIIIE, YeM cpeau yepHoro [7, 8, 11].

ITo maHHBIM HEMEIIKOTO JIETCKOTO KaHIIePPETHCTpa,
cpeaHeronoBasl 3a00JieBaeMOCTh pabIOMUOCAPKOMOT
3anepuon 2001—2010 rr. coctaBuna 5,2 Ha 1 MJIH geTei
(OPMC — 3,8; APMC — 1,1) ¢ nuKoMm B BO3pacTHOM
rpymniie 1—4 rona. 3a601eBaeMOCTb APYTMMU TUCTOJI0-
ruyeckumu turiamu CMT cocrasisieT 3,2 Ha 1 MJIH, B
T. 4. OIYXOJISIMU ceMelicTBa capkombl Ounra — 1,0;
CUHOBUAJILHOM capkoMoii — 0,5; onyxoJiiMu 000JI0YeK
nepudepundeckux HepBoB — 0,4; hudpocapkomoii —0,3;
(pmOPOrNCTHOLIMTAPHBIMU OITYXOJISIMHM, JIEHOMHOCAPKO-
Mot ¥ pabmouaHoM oryxosblo — 110 0,2 Ha 1 mutH. B oT-
mmane or PMC nuk 3a60J1eBaeMOCTH STUMU OITyXOJISIMU
MPUXOJUTCS Ha JIeTell TIepBOro rojaa XKu3Hu [5, 12].

Ta0mmna 2. AHATOMMYECKOE PACTIpe/iesieHne CAPKOM MATKIX TKaHeil y AeTeii Mosioxke 15 et

B 3aBHCHMOCTH OT THCTOJIOTHYECKOr0 THMAa*

PabnommnocapkoMbl DdubposHbie Hpyrue CMT
HOBOOOpPa30BaHUS (orryxom ceMeicTBa
1 (OTyXO0JI HEPBHBIX capkombl KOuHra, cu-
OKaJIM3aLIus
Bce Bce Tpyrue obosiouek, (pudpo- HOBHAJIbHAasI capKoMa,
CMT PMC 9PMC | APMC PMC n MuopudpoodIIa- (ubporucTronTapHbLIE
CTUYECKUE OITYXOJIN) U JIP. OITYXOJIN)
Tonosa/nies 21,2% 25% 27,7% 19% 19,5% 16,1% 14,7%
Opobuta 7% 11,2% 14% 4,3% 6,2% - 1,2%
KoneuHnoctu 21,2% 12% 4,6% 36,1% 11,5% 38,5% 36,6%
MoueBoit
ITy3bIph/TIpoCTaTa 5,8% 9,6% 13% — 4,4% — 0,5%
JIp. MOYEIoJioBbIE
OpraHbl 3,7% 5,9% 7,9% 0,8% 4,4% 0,6% 0,5%
Tas 13,3% 16,6% 16,1% 17% 20,4% 7,5% 8,2%
IpyaHas xieTka 6,4% 3,4% 2,8% 5,4% 3,5% 6,9% 12,8%
Hpyrue 18,2% 1,6% 12,8% 13,6% 20,4% 29,3% 19,5%
HeyroyHeHHOI
JIOKaJIM3auun 3,4% 2,7% 1,2% 4,3% 9,7% 1,2% 5,9%

* 1o maHHBIM HeMmelikoro aeTckoro KaHuep-peructpa, 1985—2004 (2061 mamyeHT).
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CapKOMBI MSITKMX TKaHE| y IeTeil M MOAPOCTKOB B Poccuut: monyisiiMOHHOE MCCIIeI0BaHNE

Ta6muma 3. Pacnpenenenne capkoM MATKHX TKaHe y 1eTeii MoJioxke 15 Jiet mo Bo3pacry, noJy (COOTHOIIEHNe MATbYMKH/

JIeBOYKH) M THCTOJIOTMIECKOMY THITY *

Bospacr (11eT)
o 1 rona 1-4 5-9 10—14
Bce capkoMBbl MATKMX TKaHEH 11,7% 28,3% 26,1% 33,9%
MaJIbYUKH/IeBOYKHU 1,4 1,4 1,1 1,0
PabnoMuocapKoMbl 8,2% 40,0% 30,2% 21,5%
MaJIbYUKU/IeBOYKHI 1,4 1,3 1,3 0,9
®Dubpo3HBIE HOBOOOPA30BAHUS 26,6% 11,9% 16,5% 45,0%
MaJIbYMKU/IeBOYKY 1,4 1,6 1,0 0,9
BT 4.
purbpo-MruopuUOPOOIACTUIECKIE OITYXOJIHN 41,9% 14,5% 11,3% 32,3%
MaJTbuMKU/IeBOYKYN 1,2 2,0 0,8 1,5
O1yxoJ11 HEPBHBIX 000JI09eK 6,4% 8,5% 23,4% 61,7%
MaJTbuMKU/IeBOYKYI 1,0 1,2 0,6
Hpyrue (OCCIO**, cuHoBUaIbHAs capkoMa, (GUOPOrMCTHOLIUTAP-
HBbIE U JP. OITyXOJIN) 12,3% 14,9% 22,8% 50,0%
MaJIbYUKH/NEBOYKHU 1,3 2,5 1,0 1,0

* 1o manabiM HeMenikoro metckoro Kanueppeructpa, 2001—2010 (2061 mauueHr).

** OCCIO — onyxoJiu cemeiictBa capkoMbl FOuHra.

Tabsmma 4. YcTanoBIeHHbIE H BO3MOXKHbBIE (DAKTOPbI PHCKA,
aCCOIMMPOBAHHDbIE C CAPKOMAMM MATKMX TKAHEH y AeTei

Tenetnyeckue cuHapomsl (len)

Heiipodudpomatos I tuna (NF1)
JIu—®paymenu (TP53)

CewmeliHast petuHoO1acToMa (RB1)
Ty6eposnsrit ckiepos (7.5C1, TSC2)

CeMmeliHbIil aneHoMaTo3HbIN TTonmo3 (APC, MUTYH)

Cunzapom TopirHa — 6a3abHO-KJIETOYHOTO HEBYca
(PTC)

Cunnpom baksutra—BuneMaHna (eenst kopomioeo naeva
xpomocomol 11)

Cunapom Kocremno (HRAS)
Cunnpom Bephepa (RECQL2)

BupycHble nHGeKIUK

Bupyc Omreiina—bapp ms neteit ¢ BUY

IIpenecTByioniee jieueHue

JlyueBas Tepanus

AJIKWTMPYIOIIUE TIPerapaThbl

DKCIO3UINSA XUMUICCKUM B€HIECTBaM

TepOounmabt

3aboneBaHus

XpoHuyeckas Jumbeaema

ITo nannbiM EBpomneiickoii nH(GOpMaLlMOHHOM CH-
CTeMbl 3JI0KaUeCTBEHHBIX HOBOOOpa30BaHUN y AeTeit
(ACCIS), 3a nepuon 1978—1997 rr. 3ab6oeBaeMOCTh
nereit CMT B EBpore exerogHo pocjia B CpeIHEM Ha
2% [11], B CLLIA exeromHblii pocT 3a00JIeBACMOCTH B
1992—2008 rr. coctaBui 1,4% [7]. B Iepmanuu cratu-

CTUYECKHM 3HAYMMOTO pocTa 3a00JieBaEMOCTHU JeTei
capkoMaMu MATKUX TKaHeil ¢ 1987 mo 2004 . He BbI-
sByieHo [12].

OOmas 5-1eTHSsT BhIKMBaeMocTh geteit ¢ CMT
B CIIA, KaHane 1 eBpoIleliCKMX CTpaHaX B HayaJjie
2000-x rr. cocrasisuia 81, 77 u 70% COOTBETCTBEHHO
[5, 7, 8, 17]. CmeptHOCTB geteit or CMT B Bo3pacte
0—14 neT B TUX CTpaHaX B HACTOSIIIEE BPEMSI COCTaB-
qsiet 1— 1,5 Ha 1 muH |7, 8].

DnuaeMuoaorndeckue xapakrepuctuku CMT y
neteil B Poccuy n3ydeHbl HEJOCTATOYHO IMOJHO Ha
HEOOJIBIIIOM MaTepuajie B OTIeJbHBIX pernoHax. Il1o
naHHbIM M. A. Typabona (2003), moka3sareib 3a00yieBa-
emoctu CMT neteii 0—14 net Ha EBponeiickoMm ceBepe
P® cocraBui 7,1 Ha 1 MIH neTckoro HaceneHus [21],
B UenstOMHCKOI 001aCcTH 320016 BA€MOCTh IETEH B BO3-
pactHoii rpynre 0—16 et 3a mepuon 1996—2008 rr.
coctaBuia 4,0 Ha 1 MmutH [22]. JleTcKuit KaHLIEpPETUCTP
MockoBcKol 061acTH parmopTyeT o 68 cirydasx CMT 3a
2000—2009 rr. B Bo3pacte 0—14 net (8,1 Ha 1 mutH) [23].

Llenp HallIero ucclieOBaHUs — YCTAHOBUThL YPOBHU
3200J1eBa€MOCTH CApKOMaMM MSITKUX TKaHEN U CMepT-
HOCTH OT Hee B Bo3pacTte MoJjioxe 18 et B Poccuu, olie-
HUTb ITOJIOBBIE, BO3PACTHBIEC, PETMOHAJIBHBIE PA3TAUUS
U BpeMEHHBIC BapUaLIUU.

MaTepI/IaJILI N METOAbI

[MonmynsauoHHbIe JaHHBIC TI0 TIOJTY, BO3PACTY, Me-
CTY TIPOXKMBAHMS M TOMY YCTAHOBJICHMS TUArHO3a TSI
CMT, nnarHoctupoBaHHBIX B Poccun 3a 1989—2011 rr.,
MOJIydeHbl B MUHHUCTEPCTBE 3ApaBooxpaHeHust PD.
Exxeromuble maHHBIE IO CPETHETOMOBOM YMCIIEHHOCTH
HaceneHMsl Poccum 1o moiry, Bo3pacTy U TeppUTOPUH
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Ot penakiuu

3a TOT e TIEPUO]I, a TAKXKE COOTBETCTBYIOIINE JaHHBIE
o caydasm cmepty or CMT 3a mepuon 1999—2011 rr.
rmotydeHsl B DeepaibHOl CITy>k0e ToCyIapCcTBEHHOM
cratucTuku (10 1999 . CMT B HOMeHKIaType cMepT-
HOCTH OT 3]T0Ka4eCTBEHHBIX HOBOOOpa30BaHWIA B HAIIIEeH
CcTpaHe He BBIACISITNCH). JI71sT MeXKIyHapOIHBIX CpaBHE -
HUI CIToJIb30Baiack 0a3za gaHHbIX BO3 o uncity cmep-
Tell OT 3]T0KaYeCTBEHHBIX OITYXOJIeH IO TMOJTY ¥ BO3pacTy
3a2000—2009 rr. u cooTBeTcTBYtOLIME naHHbIe OOH no
CpeIHeroaoBoit yncieHHocTy HaceaeHus [ 19, 20]. s
KOPPEKIINY CMEPTHOCTH B T. MOCKBE MCITOJIB30BAIUCh
eXXeTomHbIe JaHHBle MocropcTara Imo YUClTy YMEepIInX
B TOpOJIe He-MOCKBHUYEH TT0 TTOJTY, BO3PACTY U IIPUYNHE
CMEpPTH IyTeM BBIYETa X 3 OPUIINATHLHON CTATUCTUKI
CMEpPTHOCTH.

Bo3spacTHble U cTaHAapTU30BaHHBIE IO BO3PACTy
(ASR) mokazatenu 3a0071eBa€MOCTU U CMEPTHOCTH
PACCUYNTHIBAIMCH TSI KaXKIOTO KaJleHAapHOTO roja, a
Takke 3a nocyeaHuit S-nerHuii nepuon (2007—2011 rr)
mo Poccum B menom u cyonektam denepanuu Ha
1 MJTH IeTCKOTO HaceJieHMsT Ha OCHOBE CTaHIAPTHBIX
meto0B [18]. Kpome Toro, cmeptHocTh oT CMT pac-
CUMTBIBaJIACh TakKe 3a mepuof 1999—2011 rr. Tepputo-
pHabHBIE pa3IuJus B 3a00JIeBA€MOCTH OLIEHUBAJIVCh
KaK CTaHZApTHM30BaHHOE OTHOIIEHME IToKa3aTeyeit
3abosneBaeMoctu SIR (Standardized Incidence Ratio),
HCTIONB3YS CpeaHue Imo Poccun mokasarein B KauecTBe
cranaapra [18], unu cmeptHoctT SMR (Standardized
Mortality Ratio). Jlnunamuka 3a0oaeBaemocTu (3a 1989—
2011 rr.) u cmepTtHOCTH (32 1999—2011 rT.) olieHMBaIach
1711 Bo3pacTHbIX rpynit 0—4, 5—9, 10—14 1 0—14 et kak
cpenHeroaoBble IpoleHTHhIE n3MeHeHust AAPC (Aver-
age Annual Percent Change) ¢ 95% noBepuUTebHBIM
naTepBasioM (95% AN) [18].

Pe3ynbrarni
3a00J1eBaeMOCTh U CMEPTHOCTD

Cpennerononas 3aboneBaemoctb CMT B Bo3pacte
0—17 ner B Poccum 3a mepuon 2007—2011 rr. coctaBuia
7,2 Ha 1 maH HaceneHus (Tabu. 5). B ctpykType 3a00i1e-

BaeMOCTH 3JI0KAYECTBEHHbIMU HOBOOOPA30BaHUSIMU B
JIaHHoOM Bo3pacTHo rpymnre CMT mensT rmsitoe MecTo ¢
capkoMamu Kocteit — 5,8% (1mociie jeiiKo30B, OyXxoJiei
LITHC, numdom u omnyxoieit mouku). 3a60eBaeMOCTb
nereit (0—14 nmet) n moapocTkoB (15—17 ner) 3a 3TOT
nepuon cocraBuia 4,3 u 3,4 coorBercTBeHHO. Han-
OoJiblIasl 3a00JieBaeMOCTh HaOII0AaIachk B BO3pacTe
0—4 roma (11,3 Ha 1 maH), yaenbHblii Bec CMT B 31O
BO3PACTHOI rpyrme coctaBui 7,2%.

B cTpykType cMepTHOCTU OT 3JI0KA4eCTBEHHBIX HO-
BooOpa3oBaHuii B Bo3pacte 0—17 net 32 2007—2011 rr. B
Poccun monss CMT coctaBuina 9,8 % (TpeThe MecTo Tociie
neiiko3oB u onyxoneit IIHC) ¢ yacroroii 4,2 Ha 1 MitH
HaceseHus1. CMepTHOCTb aeTeil (0—14 j1eT) 1 monpocTKOB
(15—17 net) 3a 3TOT NeproA COCTaBUJIa COOTBETCTBEHHO
4,4 u 3,3 Ha 1 MJTH cooTBeTCTBeHHO (TabJ1. 5). Hanbonb-
I1ast CMepTHOCTH (6,9 Ha 1 MJTH) HaOJTIOIAJIaCh B BO3pacTe
1—4 roga, nonsgs CMT B cTpyKType CMEPTHOCTHU B 3TOI
BO3pacTHOI rpyrrie coctaBmia 13,8%.

CylecTBEHHBIX TTOJIOBBIX pa3IMyuii B 3a0oJjieBae-
MocTth u cmepTHocT oT CMT g0 15 neT He oTMmeua-
eTcd (COOTHOIIEHUE MaTbUMKK/IEBOUYKHU COCTABIISIECT
1,1—1,2), onHako B Bo3pacTe crapiie 15 JeT cpeau
oosnbHbIX CMT HabtogaeTcst 3HauMMoe mpeodJiagaHue
MaJbYMKOB (COOTHOIIEHWE MaJlbUYMKU/NEeBOUYKMU 1,5
cpenu 3a00J1eBIINX U 1,3 cpeay yMepImx).

Bpemennbie TpeHIbI

Hunamuka 3aboneBaemoctu CMT B Poccuu cpenu
JI Mosioxe 15 et orpaxkeHa Ha puc. 1. CpenHeronoBoii
poct 3aboiieBaemMoct 3a rtepron 1989—2011 rr. coctaBun
3,9% [95% AU 3,3—4,4]. HanbGonbImii e3keroaHbIiA pOCT
3a00J1IeBaeMOCTH HAOIIOAJICST B MJTAMIIet BO3pacTHOM
rpyrie 0—4 rona: 5,4% [95% AU 4,6—6,3]. JlocToBepHbIE
n3MeHeHUst cMepTHOCTH ¢ 1999 mo 2011 rt. HU B ogHOI
BO3PACTHOI TPYIITIe He YCTAHOBJICHBI.

Pernonanbubie u MEXKAYHAPOAHbIC CPABHCHUSA

Kak BugHO 13 Ta61. 6, HaubobIIas 3a00JIEBAEMOCTh
CMT y nereit (0—14 ner) ormeueHa B [IpuBoIKCKOM
®O (8,1 Ha 1 mitH), a y TonpocTKoB (15—17 et) — B

Tabmna 5. 3a60J1eBaeMOCTh CAPKOMAMH MATKHX TKaHel W CMEPTHOCTD OT HUX Yy feteii B Poccun 3a nepuon 2007—2011 rr.
Yuclio ciiyyaes, BO3pACTHbIE U CTAHIAPTH30BAHHBIE MOKA3ATEN

Bospacr Yucno Bnepsoie | [lokaszarens 3a001eBaeMOCTH Ueso ymepinx ITokazaTesnb cMEPTHOCTU
(yret) 3a00JIeBIINX Ha | MJTH HaceJeHUsT Ha | MJTH HaceneHust
Ho 1 rona - - 43 5,1
1-4 — - 210 6,9
0—4 438 11,3 253 6,5
5-9 152 4,5 119 3,5
10—14 166 4.9 75 2,2
15—-17 175 7,0 84 3,4
Bcero 0—14 756 7,2% 447 4,3%
Bcero 0—17 931 7,2% 531 4,2%

* CTaHAapTU30BaHHbBIE 110 BO3pacTy rokasareau (ASR), MUpoBoii ctaHaapT HaceaeHuUs.
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Puc. 1. /lunamuka 3ad6oeBaemoctu aeteii (0—14 net) caprkomamu markux Tkaveii B Poccuu. 1989—2011 rr.

Tabmma 6. 3a601eBaeMOCTD AeTel H MOAPOCTKOB CAPKOMAMHU MATKIX TKaHeil Mo (henepaibHbiM OKpyram 3a mepuon 2007—2011 rr.
Yucio ciryyaes v MoKa3aTesm 3a0oseBaeMocTd Ha 1 MITH HacesieHus ¢ 95% noBepuTeTbHBIMA HHTEPBAJIAMEI

DenepanbHbIil OKPYT Bospacr Jaonepaenocts
Yuco 3a007€BIINX IToxkasatenp 3a6oneBaemoctu 95% AN
0—14 51 5,8 (4,2-17,3)
CeBepo3anaaHblit 15-17 17 8,1(4,2—11,9)
0—-17 68 6,1 (4,6—7,6)
0—14 188 8,0 (6,8-9,1)
LlenTpanbHbI 15—-17 31 5,5(3,6—7,5)
0—17 219 7,6 (6,6—8,6)
0—14 176 8,1(6,9-9,3)
TTpuBomkckuit 15—-17 47 8,6 (6,1—11,1)
0—17 223 8,2(7,1-9,3)
0—14 149 7,6 (6,3—8,8)
FOxHBIIT** 15—-17 46 9,8 (7,0—12,6)
0—17 195 7,9 (6,8-9,0)
0—14 54 5,6 (4,1-7,1)
Vpanbckuii 15—-17 13 6,0 (2,7-9,3)
0—17 67 5,6 (4,3-7,0)
0—14 112 7,1 (5,8-8,4)
Cubupckuii 15—-17 15 4,2 (2,1-6,3)
0—17 127 6,7 (5,5-7,8)
0—14 26 5,1 (3,1-7,0)
J1aabHEBOCTOYHBI 15-17 6 5,0 (1,0-8,9)
0—17 32 5,1(3,3-6,8)
0—14 756 7,2 (6,7-7,8)
POCCHA 15—17 175 7,0 (6,0-8,1)
0—17 931 7,2 (6,7-7,7)

* CraHIapTU30BaHHBIHM 11O BO3pacTy Moka3zatesb (ASR), MUPOBOI cTaHIAPT HACEICHMUS.
** AmMuHUcTpaTuBHOE nesteHue 1o 2010 r. (Bkiovaet CeBepo-Kapkaszckuit @O).
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IOxaOM DO (9,8 Ha 1 MITH). HanmMmeHbIIas 3a6oieBae-
MOCTB KaK JUTS IeTel, TaK U JUTSI TTOIPOCTKOB HabOTIoaa-
nachk B lanmeHeBocTOuHOM DO (5,1 11 5,0 COOTBETCTBEH-
Ho). HecMoTpst Ha HaOJogaeMble pa3iudusi, ypOBHU
3200J16BaEMOCTH B pa3IMUHBIX (hefepaTbHBIX OKPyTax
CTAaTHCTUYECKN He OTIIMYAINCH OT cpeiHero 1o Poccun.
AHanu3 3a00J1eBa€MOCTH B OTAEJIbHBIX CyObeKTax Dejie-
ALy BBISIBIIT IOCTOBEPHOE ITPEBHITIICHIE CPeTHEPOC-
cUIiCKOro YpoBHsI 3a0oeBaeMocTu Aeteit (0—14 neT) B
ITepmckoMm kpae (25,2 Ha 1 mutH), Tam6oBckoii (15,5)
n Camapckoii (14,5 Ha 1 miH) o6aactsx. JlocToBepHO
HIDKE CPeTHEPOCCHIICKOTO YPOBHS OKa3alach 3a00J1e-
BaeMoCTh AeTeit B KpacHosspckoM Kpae, KemepoBckoit
n YensgouHckoii oomactsax (3,1—3,4). ¥ moapocTtkoB
(15—17 net) nocroBepHo OoJjee BHICOKME TTOKA3aTeJIN
otMmedeHbl B OpeHOyprckoit oomactu (22,8 Ha 1 MiIH).

CpaBHeHMe pernoHanbHO cMepTHOCTH OT CMT co
CPEeTHEPOCCHIICKIM YPOBHEM ITPOBOIMIOCH TOTBKO JIJIST
. MOCKBBI: «OUMIINIEHHAs)» OT MHOTOPOTHUX YMEPIITIX
CMepTHOCTB AeTeit B MockBe 3a riepron 1999—2011
(2,6 [95% AU 1,8—3,4]) okazanach JOCTOBEPHO HITXKE,
YeM COOTBETCTBYIOIIAsS CMEPTHOCTH ITo Poccun B 11e1oM
(4,0[95% AU 3,8—4,2]). B cuity Mmajioro 4ncia cirydaen
s S-netHero (2007—2011 rr) neproaa HabIOAeHUS
pasimarie CMepPTHOCTH OKa3aJIoch HeIOoCTOBepHBIM. Kak
BUIHO U3 puc. 2, 3a0oneBaeMocTh nereit (0—14 er)
capkoMamu MsTkux TkaHeit B Poccun (7,2 Ha 1 mMutH)
Huke, yem B CIIA (10,9) u Tepmanuu (9,3), HO comno-
craBnMa ¢ 3a06oJieBaeMocThio B Dunnsananu (7,1), Torna
Kak cMepTHOCTh neteii or CMT B Hameli crpane (4,3 Ha
1 MiH) GoJiee yeM B 2 pa3a IpeBbIIaeT aHAJIOTUYHEIS
ITOKa3aTe I B pa3BUTHIX CTpaHax.

Kak yxxe oTMevasioch, CpeIHIit ypoBeHb 3a00JIeBa-
e€MOCTH capKoMaMU MSTKHX TKaHel JeTeil B Bo3pacTte
0—14 nert, naodmomaemsbrii B 2007—2011 rr. B Poccun
(7,2 Ha 1 MJIH), cpaBHUM ¢ 3a60/1eBa€MOCThIO B DUH-
naagun (7,1 va 1 s, 2000—2009 rr.). Bo3pacTtHbie
ocobeHHocTH 3a0osieBaecMoct CMT y neteit B Poccuu
B OCHOBHOM COOTBETCTBYIOT MEXKIYHAPOIHBIM TaHHBIM,
OIHAKO B OTJINYME OT GOJIBINMHCTBA 3apPyOesKHBIX MC-
cienmoBaHuit B Poccum HabmogaeTcss 3HaUMTEIBHO
OoJiee BBIpaXkKeHHOE TIPEBBIIIICHNE 3a00JIeBAEMOCTH
MaJIbuMKOB B Bo3pacte 15—17 ser.

Haomomaemslii B Poccum OypHBIl pocT 3a001eBa-
emoctu aeteit CMT o0ycioBieH B MEpBYIO oyepe/b
VIyYIIeHHEM TUATHOCTUKU M BBISBISIEMOCTH, TIPU
5TOM pe3epB pocTa COXpaHseTcs Ha OJmKalIine
5—10 net. YuuTbiBas napasjiejibHblii POCT YUCEH-
HOCTH JIETCKOTO HACeJIeHUs, MOKHO MPOTHO3MPOBAThH
CYIIECTBEHHBIN POCT aOCOTIOTHOTO YK CIIa 3a00JIeBIITNX
neteii. PermoHanpHBIN aHAIM3 3a00JIeBaEMOCTHU 3a
3TOT MEePHOJ TT0Ka3aj, YTO B psiiec peTMOHOB HaOII0-
JlaeMble TTOKa3aTeJIM He OTPaXKaloT peaylbHbIe YPOBHU
3aboneBaemocTu. Hampumep, B [lepMckoM Kpae 3a-
ooneBaemocthb aeteid B 2007—2011 rr. (25,2 Ha 1 MaH,
95% W 20,1—-34,6) He ToIBKO GoJIee YeM B TpU pasa
MpeBbICKJIa cpeaHIolo nmo Poccun, HO M ypoBHM 3a-
oosieBaecmoctu B CIIIA, Kanane, lepmanuu (10—11 Ha
1 MytH). C IpyToii CTOPOHEI, 3a IOCJIeAHEE NeCATUIICTIE
B JlenuHrpaackoii odnactu, Pecnyonukax bypsarus u
Kab6apauHo-bankapus ObLIO 3aperMCTPUPOBAHO CO-
OTBETCTBEHHO 2; 3 1 3 HOoBbIX ciayyass CMT y pereii
P OXXUAAEMBIX (MCXOMIS M3 YHUCIEHHOCTH ITETCKOTO
HaceneHus) 13; 12 u 10 ciayyaeB COOTBETCTBEHHO.
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MexxayHapoaHble CpaBHEHUS
Oocyxaenue

AHaJIV3 HAIIUX JTaHHBIX MO3BOJII OLEHHUTH 3a-
00JIeBa€MOCTh M CMEPTHOCTD JIeTell 1 TIOIPOCTKOB C
capKoOMaMM MSITKUX TKaHe#l Kak B Poccuy B 1iesioMm, Tak
¥ Ha perMOHAJIbBHOM YpOBHE, TI0OKa3aTh UX TWHAMUKY
3a aaurteSbHbIi epuoa (1991-2011 rr.), BoISIBUTD pe-
TUOHBI C TTOBBIIIEHHOM 3a00J1eBA€MOCTHIO 1 TIPOBECTH
CPaBHMTEJBHBINM aHAIN3 C 3apYOEeKHBIMU JIUTEPaTyp-
HBIMU JTaHHBIMMU.

Hao6mogaemble ruriep- mian runoauarioctuka CMT
TOBOPST O CEPbE3HBIX ITPO0JIeMaX PETUCTPALIN JETE,
3a00JIEBIINX 3JT0Ka4eCTBEHHBIMI HOBOOOPA30BaHUSIMU
B Poccuu. CienmyeT oTMETUTD, YTO MHOTHE OOIIINE TTeIM -
aTpMYecKue U CIIeIMaI3MPOBaHHBIC CTAllMOHAPHI HE
HaIIpaBJIsSIOT MEIMLIMHCKYIO JOKYMEHTALMIO (BBITTUCKY
U3 UCTOPUM OOJIE3HU ) IJIsT pETUCTPALlUM U MOHUTOPUHTA
OHKOJIOTMYECKOTO 3a00eBaHUs Y peOeHKa B yUeTHBIC
OpraHbl IO MECTY XKUTEJbCTBA, UTO HAPYIIAET 3aKOH
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00s13aTeJIbHOM perucTpalui OHKOJOTMYECKUX OOJTbHBIX
U CYILIECTBEHHBIM 00pa30M CKa3bIBaeTCsl HA KauecTBe U
MOJIHOTE FOCYIapCTBEHHOM CTATUCTHUKU 3a00/1€BaCMOCTH.
C Ipyroii CTOPOHBI, TOCYIapCTBEHHBIC OTYETHBIC (POPMBI
HE YYUTBIBAIOT OCOOCHHOCTEN IeTCKOI oHKooruu. o
pexoMmeHmauuu BO3, nng kjmaccuukauuy IeTCKUX
OInyXoJieli TOJKHBI UCTIOIb30BaThCsI He ToIorpaduueckye
(C00—C96), a MopdoTornueckme Kombl MexayHapoIHOM
Kiaccudukauum oHkKojorndeckux oonesnein MKb-O,
B COOTBETCTBUU C KOTOPHIMM pa3paboTaHa MexayHa-
ponHast Kiaccudukanys oryxoneit y nereit [24]. Kpome
TOT0, B OTYETHBIX (DOpPMaXx He MPUBOIUTCS pacrpeie/ieHue
3200JIEBILIMX MO CTAAUSIM, JT0JU MOP(OJOrMYecKr Moa-
TBEP>KACHHBIX U [TOCMEPTHO YCTAHOBJIEHHBIX JUAarHO30B
JUTSI OTAEIBHBIX HO30JIOTUYECKUX (hOPM, B TOM YUCIIC AJIsT
CMT, st Bo3pactHoii rpymnbl 0—14 et [1]. Ocobo cie-
JIyeT OCTAaHOBUTLCS Ha ITpo0JieMe BbieIeHUS! B O(ULINATb-
HbIX TOCYIaPCTBEHHBIX OTYETHBIX (DOPMaX MO OHKOJIOTU U
BO3pacTHOM IpyIIIbI 10 1 Toja, Kak 3To Je1aeTcsl BO Beex
CTpaHaX MUpa, NPOBOASIIUX U MyOJUKYIOIIUX PE3yib-
TaThl 3MUAEMUOJOTUIECKUX UCCIEIOBaHUI B AETCKOM
OHKOJIOTMHU. DTO HEOOXOAMMO TTPEK/IE BCETO ITOTOMY, UTO
y Aeteii Mosioxe 15 jieT nuk 3adoneBaeMoct CMT, Kak u
00111eli 3a0016BaéMOCTH 3JI0KaYeCTBEHHBIMU HOBOOOPa-
30BaHUSIMM B LIEJIOM, IPUXOAUTCSI Ha IeTeli ITepBOro rojia
>KU3HU. PazpaboTka crielimaibHOro AETCKOTO BKJIAbIIIIA
B TOCYJapCTBEHHYIO OTUYETHOCTb MO3BOJIUT MPUOIUZUTD
K MEXIYyHApOJHbIM CTaHAApTaM PErucTpaLuio AeTei
CO 3JI0KaYeCTBEHHBIMM HOBOOOPA30BaHUSIMU B Hallei
CTpaHe U OLICHUTh PeaIbHYI0 OHKOJIOTUYECKYIO CUTYaIIUIO
cpenu AeTcKoro HacesneHus1. B aToii cBsi3u B anpec MuHu-
CTEepCTBA 3APaBOOXPAHEHUST HATIPABJICHbI MPETOXKEHUSI O
CO3[aHUU CHeLUaTbHBIX IETCKHUX OTYETHBIX (pOpM.

BBuay mpaktryeckoro orcyTcTBusl B Poccum jaHHbBIX
MO MOMYJISILMOHHOW BBIXXKMBAEMOCTH JeTell ¢ capKo-
MaMU MSITKMX TKaHel eAMHCTBEHHBIM KpUTeprueM a¢-
(beKTUBHOCTU OHKOJIOTMYECKOI MOMOIIU HACEICHUIO
SIBJISIETCSI CMEPTHOCTh. B oTinMume oT 3ab0j1eBaeMOCTH
ypoBeHb cMepTHOCTH OT CMT nmeTckoro HacejaeHUs
Poccuu o4eHb BBICOK: MHIAEKC CMEPTHOCTh/3a001¢e-
BaeMocTh cocTanisieT 60%, B To BpeMs Kak B CIILA u
Kanane nopsiagka 15%. Ilpu aHanuse permoHabHBIX
YPOBHEI CMEPTHOCTU HEOOXOAMMO YYUTHIBATh, UTO
cMepTh pedbeHka yacto peructpupyercst B 3AICe no
MECTY CMEPTH, a He 10 MECTY XXKUTeJIbcTBa. [ToaTomy B
KPYITHBIX TOpoJax, 0cobeHHO B MOCKBe, e jedarcst
JIeTU U3 BCcex permoHoB Poccuu, odunimanbHas ctaTu-
CTUKA CMEPTHOCTHU MPUBOAUT K aOCYpAHBIM pe3yJibTa-
TaM: HarpuMmep, cMepTHOCTh aeteii or CMT B MockBe
B 2007—2011 rr. (6,9 Ha 1 MJIH) OKa3ajach B IOJITOpa
pasa BbIlIe, yeM B cpeaHeM o Poccuu! HaumHast ¢
1990 roga, ¢ noMouIbio crielaabHOM pa3padoTku Moc-
ropcraTa HaMu BeACTCS KOPPEeKIUsT YHCIa YMEPIIUX
B Mockse [25]. Tak, u3 44 ymepiuux ot CMT neteii B
2007—2011 rr. B MockBe 24 pebeHKa 0Ka3aauch MUHOTO-
POIHUMMU, IO3TOMY peajibHasi CMEPTHOCTb MOCKOBCKUX
JleTeld 3a 3TOT Nepuoj coctaBuia 3,1 Ha 1 MJIH.

NHTepripeTpoBaTh MOJyYeHHBIE pe3YIbTaThl Ty -
€T C 0OJIBIION OCTOPOXKHOCTHIO, YYUTHIBASI MHOXECTBO
(hbakTOPOB, B TOM UMCJIE peAKOCTh 3a00J1eBaHUs (MaJioe
YHUCJIO CJTyYaeB), HATUYUE KAaHLIEPPETUCTPOB, MPAKTUKY
KOAMPOBaHUSI (MIBMEHEeHe KJaccupUuKaluii), ypoBeHb
JUArHOCTUKU U MOP(OJOTNYECKOro MOATBEPKACHUS
auarHosa. Cpeay MpUYrH BbICOKOM CMEPTHOCTU MOXKHO
yKazaThb IUIOXYIO BBISIBISIEMOCTb, HEAaJeKBAaTHYIO THa-
THOCTUKY, OTCYTCTBME OHKOJIOTUYECKON HACTOPOXKEH-
HOCTM y Bpaueil o0iiero npoduisi, okazaHue Meau-
LIMHCKOM MOMOIIM HeNmpo(WIbHBIMU CTallMOHApaMU,
HeCcoOII0IeHUEe CTaHAApPTOB U MPOTOKOJIOB JIEUCHU S
capkoM. J1ist moBbllIeHUs 3P(PEKTUBHOCTU OHKOJIOTH-
YeCKOM CITy>KObI B CTpaHe HEOOXOMMO TaKKe CIeI0BaTh
YETKUM KPUTEPUSIM TPEXYPOBHEBOTO JICUCHMUSI:

I. luarHocTuka (pervoH).
I1. buorncus u yrouHeHre AMarHo3a, HeoaIbIOBaHT-
Hasl U aJblOBaHTHAsl XUMUOTEpaNus MO CTaHAAPTHBIM
npotokoyiam (PeaepalibHbIA OKPYT).

I1I. BEICOKOTEXHOJIOTMYHOE OPraHOCOXPaHHOE Jie-
YeHUe, BBICOKOI03HAsI XUMUOTEpaIius, peaduanuTaius
(PenepanbHbIil LEHTP).
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SOFT TISSUE SARCOMA IN CHILDREN AND ADOLENCES IN
RUSSIA: POPULATION STUDY

Men T.H., Aliyev M..D.
FGBU N.N. Blokhin Russian Cancer Research Center, Moscow, Russian Federation
Key words: soft tissue sarcoma, children and adolescents, epidemiology

The aim of this study was to investigate the soft tissue sarcoma (STS) in children and adolescents in Russia. We consider both
temporal and geographical variations. The Annual reports of Ministry of health and Federal State Statistics Service were
used to extract information on cases (1989—2011) and deaths (1999—2011) including gender, age and geographic informa-
tion. Population data were also obtained and analyses included descriptive summaries, rates, and trend detection tests. The
age-adjusted incidence rate of STS in children aged 0—17 years was 7,2 per 1 000 000 individuals per year for 2007 to 2011
(931 incident cases). The highest age-specific incidence 11,3 per 1 000 000 children/year was observed in early childhood
(0—4 years). There were more than doubling of average Russian incidence rates in some areas. Between 1989 and 2011, a
significant increase in the incidence of STS in children aged 0—14 years was observed (AAPC=3,9% [95%CI, 3,3%—4,4%]
with the greatest increase in children aged 0—4 years (AAPC=5,4% [95% CI, 4,7— 6,3]. This trend may have been attrib-
utable mainly to advances in diagnostics. Mortality from childhood STS was very high for this period (531 deaths, 4,2 per
1 000 000 children/year) and the greatest death rate (6,9 per 1 000 000 children/year) was observed in children aged
1—4 years. Conclusions: significant temporal and geographical variations of childhood STS were found during the study period.
Further study is required to explain higher rate areas.
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