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bl YNTaeTe o4epeaHon,
16-1 HOMEp Hallero

ypHana, BbINYLWEHHbIN
- . B npeaasepun  Hosoro
&t
g E 2018 ropaa.

HecmoTps Ha cywecTBy-
lOLLMEe CIIOXHOCTH, B MNpO-
Wweawem rogy Ham yganocb
MHOroe: MpoBefeHbl CekK-
LMK MO OETCKOM OHKONOrmu
B paMKax KpyMHbIX OHKO-
JIOTMYECKUX CbE3/0B, palpaboTaHbl [lopsaaok
OKa3aHus MeaMLMHCKOM nmoMowM no npodusto
«AeTCKas OHKOJIOrus», CTaHAapTbl OKa3aHus
MEAULIMHCKON MOMOLLM.

BmecTe ¢ TeM MHOroe BCemM Ham elle npea-
CTOUT cAaenaTtb: ydyacTue B Cbe3je neavMatpoB
Poccuun, exerogHom coselwwaHmun HOAMO, dopy-
Me «benble Houm», exerogHoMm PoccuicKom
OHKO/IOTMYECKOM KOHIpecce W MHOTUX APYrux
OTEYECTBEHHbIX M 3apybexHblIX KOHbEepPEeHLUSsX.
B oktabpe 2018 r. nnaHuMpyeTcs npoBedeHue
VIl Cbe3na AETCKUX OHKONOroB Poccuun ¢ Mexay-
HapoAHbIM y4yacTneM. Ham npeactosT pasnunyHboie
paboyne noes3nKku, a TakKe pazpaboTka 06HOB-
JIEHHbIX KJIMHUYECKUX PEKOMEHZauMh U ApYyrux
HOPMaTUBHbIX JOKYMEHTOB.

[eTcKas OHKONOrMa — MynbTUAUCUMUMNIUHAP-
Haa cneuunanbHOCTb, Tpebywwasa o06beaAnHEHUS
pasfinyHbIX CAeLnanncToB U 06beaUHEHUS YCU-
JIMW  HECKOJIbKUX MEAULMHCKMUX OpraHusauunmn
™ 4N9 npoBeAeHnUs MYNIbTULLEHTPOBLIX UCCNeaoBa-
' HWN. MpK3biBal0 BCEX AETCKMUX OHKOJIOrOB 06be-

OVHWUTbCS, NpeojoneTb MMelolmecs pasHorna-
CUS U COAPYKECTBEHHbIMU AENCTBUAMU BHECTH
HOBbIM BKNa[ B pa3BWTME HalleWn creuuasbHOo-
CTW, MpofomKasa nybJuKoBaTb ero peaynbrathbl
B Hay4HbIX CTaTbsAX, YACNO KOTOPbIX 3HAYUTESIbHO

YBESIMYUIOCh.

OTaenbHble cnoBa NPU3HATENLHOCTU A agpe-
Cyl0 HawwuMm aBTopam, 6narogaps ny6JnKauu-
OHHOM aKTMBHOCTU KOTOPbIX KaXXAblh HoOMep
Hallero ypHasna COAEPKUT aKTyanbHYIO U UHTE-
pecHylo MHGOpPMaLIMIO, COBPEMEHHbIE Hay4YHble
JaHHble. O4eHb HageloCb, YTO B HacTynalowem

roay AeTCKkme OHKOJIOrM NpoABAT BbICOKYIO Hay4-

HYI0O  aKTUB-
HOCTb W [AOCTUTHYT
HOBbIX YCMEXOB.

lMocKkonbKy OHKoMeauaTpus  BO
BCEM MUpPe — Yype3Bbl4aMHO 3aTparT-
Hag o06nacTb MeAWUMHbI, YacTHble
NoXepTBOBaHMUS BHOCUIM M BHOCAT cylie-
CTBEHHbIM BKJlag B 60pb0y 3a NoBbIWEHWE Kaye-
CTBa XM3HW M AOCTYNHOCTU MEAULMHCKOM MOMOLLM.
M B Halwew cTpaHe aTa TEHAEHUMS NoayYunnia noctyna-
TeNbHOE NOJIOKUTENbHOE pa3BuTHE. IMEHHO NO3TOMY
OTAENbHOW NPU3HATENbHOCTU 3ac/yXuBatoT 6narot-
BOpUTENIbHbIE GOHAbI, KOTOPblE MOMOraloT B lIe4HEeHUH
[eTen ¢ OHKONOrMYeCcKMMmU 3ab60sIEBaHNSMMU.

B npowepwem rogy POCCUMCKUMIA OHKOJIOTUYeE-
CKMM Hay4dHblM UeHTp uMm. H.H. BnoxuHa nonyyun
cTaTyC HauWoHanbHOro W nepeumeHoBaH B PrBY
«HMWL, oHkonornn um. H.H. BnoxmHa» MuH3gpaBa
Poccuun. lMpounsownm M3MeHeHUd U B PYKOBOACTBE.
MosapaBnsio yneHa-KoppecnoHaeHta PAH, npodec-
copa M.C. Ctnnmam, HazHavyeHHoro 28 Hosi6psa 2017 1.
UChoNHAWMM  0693aHHOCTM  aupekTopa PIrbY
«HMWL, oHkonormn um. H.H. BnoxmHa» MuH3gpaBa
Poccuu, a TakKe OOKTOpa MEAULMHCKUX HayK, Mpo-
deccopa A.b. Ps6oBa ¢ Ha3Ha4YeHUEM Ha OOIKHOCTb
anpektopa HUM neTtcKon OHKONOrMmM 1 remaTtosiormu.

[oporve Konnern, aBToOpbl, YMTaTenn U Apy3bs!
Henalo, 4T06bLI B HOBOM rogy cBepLlnincb BCe Ballu
nnaHbl U 3aQyMKK, XXenato Tenja v yioTa B BalluX
AOMaXx, 340P0Bbs BalWnM POAHbIM M 611M3KnMm! Yenexos
B JIMYHOW XW3HU, NpodEeCcCUoHaNbHOr0 pocTa, cya-
CTb$l, 340POBbS 1 Nt06BMU!

NcKpeHHe Baly,

rMaBHbIN pefaKTop XypHana «OHKoneanaTpus»,
3amecTutenb aupexktopa HAN 40T

drey «HMUL, oHkonoruun um. H.H. bnoxmHa»
MwuH3gpaBa Poccum,

rMaBHbIM BHEWTATHbINA AETCKUI cneunanmcT
OHKonor MuHsgpasa Poccuu,

3aBeayoumn kadbeapon A4ETCKOM OHKONOrMm
dreoy Arno «PMAHMO» MuusapaBa Poccun,
npesnaeHT POAO, akagemuk PAH

B.l. Monsakos
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HauunoHanbHbIM MEAULMHCKUI UCCNefoBaTebCKUM LLEHTP OHKonormu um. H.H. bnoxnHa MuH3gpasa Poccuu,
MockBa, Poccuiickas ®egepaums
MepBbit MOCKOBCKUI rOCyAapCTBEHHbIN MEAULIMHCKMI YyHUBepcuTeT nm. U.M. CevyeHoBa MuH3apasa Poccum
(CeueHoBcku YHnBepcuteT), MockBa, Poccuinckas ®eaepaums

CMepTHOCTb AAeTeN OT 3/I0Ka4eCTBEHHbIX
HoBOOOpa3oBaHuu B Poccuinckon Pepepauum

HeB3upas Ha 3HayuTe/bHblE€ AOCTMXKEHMUS 34PaBOOXPaHEHUs] B M0CAeHME rodbl, CMEPTHOCTbL AeTel OT
3/I0KAYECTBEHHbIX OMyX0JIEN CHUXKAETCs KpakHe meaneHHo. Llenb nccnegoBaHus: BbisiBUTb Hanbosee
CJIO}KHbIE AJ151 JIEYEHNSI KaTeropuu naLMeHToB, onpeaesnTb Ae(peKTbl CTaTUCTUYECKUX AaHHbIX M Npej-
JIOXUTb MYTU UX yCTpaHeHus. MeToabl. B 3K0/0rM4ecKoM UccaefoBaHNU nNpoaHaan3npoBaHbl gaHHbIe
denepasnibHOM CNY»KObI rocyAapCTBEHHON CTaTUCTUKM, COAEpIKaluyMe CBEeAEeHWST O CMEePTHOCTM AEeTen OT
3/10Ka4eCTBEHHbIX HOBOOBpa3oBaHui B 2011-2016 rr. Pe3ynbtaTtbl. [loka3aTesb cmepTHOCTY B 2011—
2013 rr. coctaBun 4 (Ha 100 Tbic. B Bo3pacte 0-19 ner), B 2014-2016 rr. — 3,6 (Ha 100 Tbic. 0-17 nerT).
OpHoroamnyHas netanabHOCTb 3a 10 net cokpatunach Ha 5,9%: ¢ 14,7% B 2007 r. o 8,8% B 2016. [lepBoe
MECTO cpeau MpPUYNH CMEPTH 3aHUMMaJin JIeNKO3bl, BTOPOE — OfyX0JIM F0JI0OBHOMO M CAMHHOIO MO3ra,
TPEeTbe — CapPKOMbl MSFKMX TKaHel. 3akarwyeHne. OTMeYeHHas1 AMHaMWKa CHWXXEHWUSI O4HOroAMYHOM
JieTasnbHOCTHU, 6€3YC/I0BHO, SIBJISETCS MOI0KMTENbHOM M CBUAETELCTBYET O COBEPLIEHCTBOBaHMN METOA0B
ANarHoCTUKKU U Jied4eHnsi. BmecTe ¢ TeM 3/10Ka4eCTBEHHbIE HOBOOOPa30BaHUs KaK MpuYnHa cMepTu nog-
HaucCk ¢ cegbmoro mecta (2014 r.) go natoro (2016 r.), ycTynas anlb OTA€/IbHbIM COCTOSIHUSIM, BO3HUKA-
oMM B repuHaTasibHOM nepuoae, BHELWHNUM MPUYnHaM, BPOXKAEHHbIM aHOMasInsIM 1 60/1€3HSIM HEPBHOM
cuctembl. TaKKe BbISIBJIEHbI CYLIECTBEHHbIE AEQEKTHI CTATUCTUYECKNX J@HHbIX, Ha MPE040/IeHNE KOTOPbIX
HanpaB/€HO BHEAPEHNE B KIIMHUYECKYIO MPAKTUKY 3I€KTPOHHOM 6a3bl JaHHbIX JETEHN C OHKOJIOMMYE€CKUMMU
3a60/1eBaHUSIMMN.

Knio4yeBble cnoBa: geTcKasi OHKOJIOMUsl, 3NMZEMHOJIOrusl, 3/10Ka4ecTBeHHble HOBOOOGpa30BaHMs,
CMEPTHOCTb.
(Ansa ymtnpoBaHms: PbikoB M.KO. CMepTHOCTb AE€TEN OT 3/10KAa4€CTBEHHbIX HOBOOOGPa30BaHW B POCcCHMCKOM

depepaumn. OHkoneaunatpus. 2017;4(4):234-245. Doi: 10.15690/onco.v4i4.1810)

OBOCHOBAHME

HecmoTps Ha peaKoCTb, B CTPYKTYPE CMEPTHOCTH
[eTen 3/10KayecTBEHHble HOBOOGpasoBaHua (3HO)
3aHMMaloT OHO M3 BeAyLMX MECT, Mpu 3TOM CMep-
THOCTb [eTeW OT 3/I0KaYeCTBEHHbIX OMyxonen CHU-
aeTcs KpalHe MeaneHHo [1]. AHanu3 nokasaTtesnen
M NPUYMH CMEPTHOCTHM NO3BONSET BbIIBUTb Hanbonee
C/TIOXHbIE ANA Ne4YeHUss KaTeropmuu naLueHToB M pas-
pa6oTaTb MyTW NOBLIWEHUS KayecTBa MeAULMHCKON
NoMOLLMU.

METOAbI
[Aun3anH uccnepoBaHusa
MpoBeaeHo 3aKoNnornyecKkoe nccneaoBaHue,

B KOTOPOM eAuHMLaMKU aHan13a 6bln arperMpoBaH-
Hbl€ JaHHblE, @ HE OTAEe/NbHbIE MHAMBUAbI [2].

UCTOYHMK faHHbIX

lMpoaHann3npoBaHbl AaHHble PeaepanbHOM CyHK-
Obl rocyfapCTBEHHOMN CTAaTUCTUKKU, cCoAepKaliue cBe-
[JEeHNA O CMEpPTHOCTM [JeTel OT 3/10Ka4yeCTBEHHbIX
HOBOOGpa3oBaHMi B 2011-2016 rrT., a TaKKe AaHHble
E€XerogHblx oT4yeToB, ny6nukyembix Orey «-MHMOU
um. IMN.A. TepueHa» MmnHsgpaa Poccun [3-13].

AHaNu3 gaHHbIX
AHanu3upoBanach crnegytolas tHpopmaLms:

° pacnpegeneHne Mo npuvinHam CMepTU AETCKOro
HaceneHus;

® CMEpPTHOCTb OT 3/1T0Ka4YeCTBEHHbIX HOBOOGPa30Ba-
HMW HaceneHnunsa (0-19 net) B 2011-2013 rr;

® CMEPTHOCTb OT 3J/I0OKA4YeCTBEHHbIX HOBOOGpPa30-
BaHWM geTckoro Hacenenus (0-17 net) B 2014—
2016 rr.;

® OfHOroaMyHas NeTanbHOCTb AEeTEeN OT 3/I0KaYecT-
BEHHbIX HOBOOOPAa30BaHWUK;

® CTPYKTypa CMEPTHOCTM AeTei OT 3/I0Ka4YecTBEH-
HbIX HOBOOGPa30BaHMN.

PE3Y/IbTATbI

OTMeYaeTcss CHWXKEHME Yucia YyMepLliuMx aeTten
B 2014-2016 rr. Ha 15,7%. lNoka3atenb OeTCKoM
CMEpPTHOCTU cHu3umnca ¢ 8,3 Ha 10 Tbic. AETCKO-
ro Hacenenus B Bo3pacte O-17 net B 2014 r. o 7
B 2016. 3HO KaK npn4mnHa cMepTH NOAHSANUCH C Cellb-
Moro mecta (2014 r. — 0,34 Ha 10 TbIC. AETCKOro
HaceneHnua 0-17 net) go natoro (2016 r. — 0,36 Ha
10 Thic. Hacenenusa O—-17 net), yctynas n1ilb OTAENb-
HbIM COCTOSIHUAM, BO3HWKAIOLWMUM B NepuHaTanibHOM
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nepuvoae, BHELWHUM MPUYMHAM, BPOXKAEHHbIM aHOMa-
NNAM 1M 60NEe3HAM HEPBHOM CUCTEMbI. TaKXe oTMeva-
€TCSl CHUXXEHNE CMEPTHOCTU UK CcTabunMsaumsa gaH-
HOro NnokasaTens OT BCEeX MPUYMH, 3a UCKJIYEHNEM
3HO v 60ne3Hern HepBHOM cucTeMbI (Tabn. 1) [1].

B 2011 r. ot 3HO ymepnu 1302 nauuneHTa B BO3-
pacte 0-19 nerT, 4to coctaBuno 4,8% oT BCEX MPUYNH
cMepTu aeten (tTabn. 2). Hanbonee BbICOKME MOKa3a-
TENM CMEPTHOCTU OTMEYEHbl B BO3PACTHOW rpynne
15-19 net (383 yen.), Haubonee HU3KNMe — B BO3pacT-
Hou rpynne O—-1 roga (110 yen.). [loka3aTenb CMEPTHO-
ctn coctaBma 4,3 Ha 100 Tbic. HaceneHwns 0-19 ner,
npuv 3TOM MaKCKMMasbHble 3HAa4YeHUs OTMEYEHbI B BO3-
pactHou rpynne O—4 roga —5,6 Ha 100 Tbic. (Tabn. 3).

B 2012 r. ot 3HO ymepno 1178 nauMeHToB B BO3-
pacte 0-19 net, 4to cocTaBuno 4% BCex NPUYMH
cMmepTtu geten (tabn. 4). Hanbonee BbICOKME MOKa-
3aTenn CMEPTHOCTM OTMEYEHbl B BO3PACTHOM rpynne
15-19 net (322 4en.), Hanbonee HU3KME — B BO3pacT-
Hov rpynne O—1roaa (105 4en.). CtTaHAapTU30BaHHbIN
nokasaTenb CMEepPTHOCTU cocTaBua 3,9 Ha 100 Thic.
HaceneHua 0-19 neT, Npu 3TOM MaKCMMabHblE 3Ha-
YeHUs OTMEYEHbI B Bo3pacTHon rpynne 0-4 roga —
4,9 Ha 100 ThbIC. (CM. TabN. 3).

B 2013 r. ot 3HO ymepnn 1198 nauneHToB B BO3-
pacte 0-19 nert, 4yto coctaBuno 4,3% Bcex NPUYKH
cMepTu geten (tTabn. 5). Hanbonee BbICOKME MOKa-
3aTenn CMEPTHOCTM OTMEYEHbl B BO3PACTHOM rpynne
1-4 ropa (324 4en.), Hanbonee HMU3KMEe — B BO3pacT-

Hov rpynne O-1roaa (111 4yen.). CtTaHAapTU30BaHHbIN
nokasaTenb CMepTHoCTU cocTaBun 3,9 Ha 100 Thbic.
HaceneHnua 0-19 neT, Npu 3TOM MaKCUMabHblE 3Ha-
YeHWs OTMEYEHbI B Bo3pacTHou rpynne 10-14 net —
6,5 Ha 100 ThiC. (cM. Tabn. 3).

B 2014 r. ot 3HO ymepnu 976 aeten B Bo3pacTe
0-17 nert, yto cocTaBuno 4,1% BCEX MPUYNUH CMEPTHU
aetei, B 2015 — 1038 (4,8%), B 2016 — 1024 (5,1%)
(tTabn. 6). CraHgapTM30BaHHbIM NOKa3aTe/lb CMEPTHO-
ctn B 2014 r. coctaBun 3,6 Ha 100 Thic. B BO3pacTe
0-17 net, B 2015 — 3,7, B 2016 — 3,2 (cm. Tabn. 3).

B 2011-2016 rr. nepBoe MEeCTO cpean MNpUYKH
CMEepTU 3aHWManu JNEeNKOo3bl, BTOPOE — OMNyX0/u
rO/IOBHOrO M CMMHHOrO MO3ra, TPETbe — CapKOMbI
MSATKMX TKaHew (puc. 1, 2; Tabn. 7, 8).

OpHorogmMyHasi NeTanbHOCTb COKpaTuaach Ha 2%:
¢ 10,88 2011 r. 0o 8,8 82016 (puc. 3) [4-13].

OBCYXAEHMUE

YuutbiBas, 4to B 2011-2013 rr. ®enepanbHas
cny»6a rocygapCTBEHHOM CTATUCTUKM Bena y4yeT
cMmeptHocT oT 3HO pana Bo3pacTHOM  rpynnbl
0-19 net, ¢ 2014 r. — Ans BO3PACTHOM rpynnbl
0-17 net, Mbl HE MOXEM NPOCNeanTb AUMHAMMUKY 3a
nocnenHune 6 net. [IOCKONbKY MO AaHHbIM TUTEPATYpPbI
cmepTHocTb aeten ot 3HO 3a 2008-2012 rr. cocTa-
Buna 4 Ha 100 Ttbic. 0-17 net, 060CHOBAHHO yTBEP-
¥Aaatb, 4TO K 2016 r. oTMeYaeTcss HEKOTOPOE CHMXKe-
HME JaHHOro nokasatena — go 3,5 [7].

Maxim Yu. Rykov

N.N. Blockhin Medical Research Center of Oncology of the Ministry of Health of the Russian Federation,
Moscow, Russian Federation
I.M. Sechenov First Moscow State Medical University, Moscow, Russian Federation

Mortality From Malignant Tumors in Children
in the Russian Federation

Background. Despite the significant achievements in public health in recent years, the death rate
from malignant tumors in children is declining extremely slowly. Objective. The aim was to identify
the most difficult categories of patients, fix defects in statistical data and suggest the ways of their
elimination. Methods. The data of the Federal State Statistics Service providing records on the death
rate in children with malignhant tumors in 2011-2016 was analyzed. Results. The mortality rate in
2011-2013 was 4 (per 100 thousand 0-19 years), in 2014-2016 — 3.6 (per 100 thousand popula-
tion aged 0-17 y.o.). The one-year mortality rate decreased in 10-year period by 5.9%: from 14.7%
in 2007 to 8.8% in 2016. Leukemia was the leading cause of death, the second one was brain and
spinal cord tumors, the third — sarcomas of soft tissues. Conclusion. The distinguished dynamics of
one-year mortality rate decline is certainly positive and demonstrates the improvement of diagnos-
tic and treatment methods. At the same time, the death rate from malignant neoplasms increased
(according to the statistics, from the 7th place in 2014 to the 5th place in 2016), trailing only to
certain conditions originating in the perinatal period, external causes, congenital abnormalities, and
the nervous system diseases. Significant defects in statistical data have been identified; to solve this
problem an electronic database of children with cancer has been implemented in clinical practice.

Key words: pediatric oncology, epidemiology, malignant tumors, mortality.
(For citation: Rykov Maxim Yu. Mortality From Malignant Tumors in Children in the Russian Federation.
Onkopediatria. 2017;4(4):234—-245. Doi: Doi: 10.15690/0nco0.v4i4.1810)
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Ta6nuuya 1. PacnpegeneHue rno npuynHam cMepTu AeTcKoro Hacenenus (0—17 net) [14]

Ne n Foabi
" L 2014 2015 2016
1 OTaenbHble COCTOSIHUA, BO3HUKAIOLWME B NepUHaTaibHOM nepuoge, n 7526 (2,6) 6718 (2,3) 5942 (2)
(Ha 10 TbIC.)
2 | BHewHKWe npuymHbl cmepTtu, n (Ha 10 Thic.) 5840 (2) 5215 (1,8) 4862 (1,7)
BpoxkaeHHble aHOManuu (MopoKu passButus), aedbopmaumm un
3 XPOMOCOMHbIe HapyuweHus, n (Ha 10 TbicC.) 3738(1.3) 3369(1.2) 3215(1.1)
4 | bonesHu HepBHOM cucTeMsbl, N (Ha 10 ThiC.) 1294 (0,4) 1351 (0,4) 1397 (0,5)
5 | 3nokayecTBeHHble HOBOOGpa3oBaHus, n (Ha 10 Tbic.) 976 (0,34) 1038 (0,35) 1024 (0,36)
6 | bonesHu opraHoB abixaHus, n (Ha 10 TbiC.) 1257 (0,4) 1012 (0,3) 968 (0,3)
CUMNTOMbI, MPU3HAKK, OTKNOHEHWS OT HOPMbI, BbISIBfIEHHbIE
7 | NpY KNIMHUYECKUX M NaBOPaTOPHbIX UCCNEeOBaHUAX, HE 1088 (0,4) 933(0,3) 808 (0,3)
KnaccubuunpoBaHHble B Apyrux pyépukax, n (Ha 10 Tbic.)
HeKoTopble MHOEKLMOHHbIE M NapaduTapHble 601€3HK, N
8 (Ha 10 Thic.) 825(0,3) 805 (0,3) 746 (0,26)
9 | bonesHu cucTemMbl KpoBoob6palleHus, n (Ha 10 Tbic.) 543 (0,2) 469 (0,2) 437 (0,15)
10 | bone3Hu opraHoB nuuieBapeHus, n (Ha 10 Tbic.) 209 (0,07) 206 (0,07) 192 (0,06)
bonesHn aHAOKPUHHOM CUCTEMbI, PaCCTPOMUCTBA NUTAHNA U
11 HapylleHns o6MeHa BelecTB, n (Ha 10 Tbic.) 193(0,08) 177(0,06) 189(0,06)
BonesHu KpoBHW, KPOBETBOPHbLIX OPraHOB W OTAE/IbHbIE HAPYLIEHUS C
12 BOBJIE4YEHWEM UMMYHHOIrO MexaHnama, n (Ha 10 Tbic.) 162(0,05) 169(0,05) 160(0,05)
13 | bonesHu moyenonoson cuctemsl, n (Ha 10 Tbic.) 54 (0,01) 42 (0,01) 47 (0,01)
14 BonesHn KOCTHO-MbILLEYHOW CUCTEMbI U COEAUHUTENbHOM TKaHU, N 31(0,01) 26 (0,009) 21(0,07)
(Ha 10 TbIC.)
15 Tgv&tlzl;;acr(we paccTponcTBa U paccTpPoOnCTBa NoBeLEHUS, N (Ha 8(0,002) 3(0,001) 8(0,002)
16 |BbonesHu yxa n cocueBnaHOro OTPOCTKa, N (Ha 10 TbiC.) 6 (0,002) 5(0,01) 5(0,001)
17 | BonesHu KOXK U NOAKOXKHOM KneTyaTku, n (Ha 10 Tbic.) 7 (0,002) 7 (0,02) 2 (0,0007)
Bcero, n (Ha 10 TbiC.) 23759(8,3) | 21546 (7,6) 20026 (7)
Ta6nuuya 2. CMepPTHOCTb OT 3/10Ka4YeCTBEHHbIX HOBOOGpa3oBaHui Hacenenusa (0—19 net) B 2011 r. [14]
v Bo3pacTHble rpynnbl, Mo rogam
Jo 1ropa 1-4 5-9 10-14 15-19 0-19
Nenkemus (%)* 26 (23,6) 94 (27,9) | 71(28,5) | 66(29,6) 1 108(28,2)| 365 (28)
[010BHOrO M cNMHHOro Mo3ara (%)* 18 (16,4) 94 (27,9) | 81(32,5) | 72(32,3) | 57(14,9) | 322(24,7)
CapKoMbl MAFKUX TKaHen (%)* 9(8,2) 41(12,2) 20 (8) 14 (6,3) 31(8) 115 (8,8)
CapKoMbl KocTen (%)* 4(3,6) 5(1,5) 7(2,8) 18 (8) 47 (12,3) | 81(6,2)
Pak in situ, O6pOKaYecTBEHHbIE
HeonpeaeneHHoOro u HEM3BECTHOIO XxapaKTepa 24 (21,8) 20 (5,9) 13(5,2) 7(3,1) 14 (3,6) 78 (6)
HOBOOGpa3oBaHua (%)*
[pyrux 1 HETOYHO 0603HAYEHHbIX, BTOPUYHbIX U
HEYTOUHEHHbIX TOKaNM3aLM (%)* 10 (0,9) 32(9,5) 13(5,2) 8(3,6) 13(3,4) 76 (5,8)
HexomkknHcKasa numdoma (%)* 1(0,9) 7(2) 14 (5,6) 8(3,6) 21 (5,5) 51 (3,9)
Moyek (%)* 3(2,7) 16 (4,7) 14 (5,6) 31,3 7(1,8) 43(3,3)
[pyrux 1 HETOYHO 0603HAYEHHbIX OpraHoB
TIbIXaHWUS! 1 FPYAHOM KIETKM (%)* 7(6,4) 5(,5) 3(1,2) 5(2,2) 15(3,9) 35(2,7)
[evyeHn 1 BHYTPUNEYEHOYHbIX KeNYHbIX
NPOTOKOB (%)* 2(1,8) 14 (4,1) 4(1,6) 4(1,8) 71,8) 31(2,4)
Numdoma XoaxKnHa (%)* 0 0 1(0,4) 8(3,6) 20(5,2) 29(2,2)
Tpaxewn, 6poHX0B, Nerkux (%)* 1(0,9) 1(0,3) 1(0,4) 1(0,4) 7(1,8) 11 (0,8)
[y6bl, MOOCTH pTa, MOTKK (%)* 1(0,9) 1(0,3) 31,2 2(0,9) 3(0,8) 10(0,7)
AnyHunKa (%)* 1(0,9) 0 0 2(0,9) 5(1,3) 8(0,6)
Henyaka (%)* 0 0 0 7(1,8) 7(0,5)
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Ta6auuya 2. CMepTHOCTb OT 3/10Ka4eCTBEHHbIX HOBOOOGpa3oBaHU HaceneHus (0—-19 net) B 2011 r. [14] (OKoH4YaHue)

BospacTHble rpynnbl, Mo rogam

3HO
Oo1ropa 1-4 5-9 10-14 15-19 0-19

[MpsSIMOM KULIKK, PEKTOCUIMOUAHOIO
COeAMHEeHUs], 3afHero Npoxoaa, aHaabHOro 0 0 0 0 5(1,3) 5(0,4)
KaHana (%)*
MopxkenynodHowm enesbl (%)* 0 1(0,3) 0 1(0,4) 3(0,8) 5(0,4)
MenaHoma (%)* 0 1(0,3) 0 0 4 (1) 5(0,4)
[pyrux opraHoB My»CKow nosioBon cuctemsl (%)* 0 1(0,3) 0 0 4(1) 5(0,4)
MoueBoro ny3bips (%)* 0 3(0,9) 2(0,8) 0 0 5(0,4)
060404HOM KULWIKHM (%)* 1(0,9) 0 0 1(0,4) 2(0,5) 4(0,3)
Opyrue 3HO Koxu (%)* 0 0 0 1(0,4) 1(0,3) 2(0,2)
IpynHow enesbl (%)* 0 1(0,3) 0 0 1(0,3) 2(0,2)
MpenctatenbHon xenesbl (%)* 0 0 0 0 2(0,5) 2(0,2)
Mng%n%TnBthHoT:Eg ﬂggggggfsgsamq (%)* 0 0 104 1004 0 2(0.2)
RonOB0N Crerone (o o o8 HEHeKE 0 0 | 104 | 104 | 0 | 202
lopTanu (%)* 0 0] 0] 0] 1(0,3) 1(0,08)
LLenkn matku (%)* 0,9 0 0 0 0 1(0,08)
Opyrux yacten matku (%)* (0,9) 0 0 0 0 1 (0,08)
LLinToBMAHON Kenesbl 0 0 0 0 0 0
Tooro e o er o | o | o | o | o | o
B e o o o | o o | o
Bcero ot 3HO (%)** 110(0,8) |337(10,2) | 249 (12,6) | 223 (11,1)| 383(5,7) | 1302 (4,8)
Bcero ot Bcex NpuymH 13168 3297 1972 2006 6656 27 099

lMpumevaHune. ¥ — npoLeHTHOe cooTHoweHue Bcex 3HO B cOOTBETCTBYOWEN BO3PACTHOM rpynne, ** — npoueHTHoe
COOTHOLIEHWE BCEX MPUYNH CMEPTHOCTM B COOTBETCTBYIOLEN Bo3pacTHoM rpynne. 3HO — 3/710KayecTBEHHbIE

HOBOOOGpPa30BaHMS.

Ta6nuua 3. MNokazatenu cmepTHocTH oT 3HO HaceneHus Poccuitckon ®eaepaumm (paccynTaHo aBTOPOM)

Foabi
Mokasarenb

2011 2012 2013 2014 2015 2016
CmepTHOCTb Ha 100 ThiC.,
M3 HUX B BO3pacTe, et 4,3* 3,9% 3,9% 3,6%* 3,7* 3,5%*
0-4 5,6 49 5 H/0 H/0 H/0
5-9 3,5 3,6 3,4 H/0 H/0 H/0
10-14 3,4 2,7 6,5 H/0 H/0 H/0O
15-19 47 4,2 4,3 H/0 H/0 H/B

lpumeyaHue. * — ana Bo3pacTHou rpynnbl 0-19 neT, ** — nng Bo3pactHon rpynnbl 0—17 net. 3HO — 3/10KayecTBeHHbIe

HOBOOGPa30BaHUs, H/4 — HEeT AaHHbIX.

Ta6auuya 4. CMepPTHOCTb OT 3/10Ka4YeCTBEHHbIX HOBOOOpasoBaHni HaceneHusa (0—-19 net) B 2012 r. [14]

Bo3pacTHble rpynnbl, No rogam

HoBOOGpa3oBaHus (%)*

3HO
Ao 1ropa 1-4 5-9 10-14 15-19 0-19

Nenkemus (%)* 22 (21) 91(29,5) | 74(28,2) | 53(29,3) | 96(29,8) | 336 (28,5)
[0NOBHOIO U CNMHHOIO Mo3ra (%)* 26 (24,8) | 81(26,3) | 86(32,8) | 64(35,4) 55 (17) |312(26,5)
CapKoMbl MATKMX TKaHen (%)* 13(12,4) 45 (14,6) 29(11) 16 (8,8) 31(9,6) |134(11,4)
CapkoMbl KocTem (%)* 0 6(1,9) 5(1,9) 2(1,1) 12 (3,7) 25(2,1)
Pak in situ, L06poKa4yeCcTBEHHbIE

HeonpeaeneHHoro U HEM3BECTHOMO XapaKTepa 22 (21) 9(2,9) 12 (4,6) 12 (6,6) 8(2,5) 63(5,3)




PEAAKLIMOHHASA CTATbA

Ta6auuya 4. CMepPTHOCTb OT 3/10Ka4YeCTBEHHbIX HOBOOOGpa3oBaHui HaceneHus (0—-19 net) B 2012 r. [14] (OKoH4YaHue)

Bo3pacTHble rpynnbi, No rogam

3HO

Oo1ropa 1-4 5-9 10-14 15-19 0-19
[pyrux 1 HETOYHO 0603HAYEHHbIX, BTOPUYHbIX U
HeYTOYHEHHbIX ToKanu3aLui (%)* 6(5.7) 2684 | 1567 739 18(56) | 72(61)
HexomxKknHcKasa numdoma (%)* 2(1,9) 12(3,9) 17 (6,5) 10 (5,5) 24 (7,5) 65 (5,5)
Moyek (%)* 6(5,7) 11 (3,6) 11 (4,2) 2(1,1) 1(0,3) 31(2,6)
Apyrnx 1 HETOYHO 0603HAYEHHbIX OPraHoB
AbIXaHWS U TPYAHON KNeTKu (%)* 2(1.9) 3@ 4(1.9) 2(1) 1031 21(1.8)
MeYyeHn 1 BHYTPUNEYEHOYHbIX KENYHbIX
NPOTOKOB (%)* 4 (3,8) 9(2,9) 2(0,7) 5(2,8) 6(1,9) 26 (2,2)
NTumdoma XoaxKnHa (%)* 0 1(0,3) 2(0,7) 3(1,7) 16 (5) 22(1,9)
Tpaxewn, 6poHX0B, Nerkux (%)* 0 2(0,6) 1(0,4) 0 1(0,3) 4(0,3)
['y6bl, NONOCTH pTa, FMOTKHU (%)* 1 (0,9) 3(1) 1(0,4) 1(0,5) 3(0,9) 9(0,8)
AnyHuKa (%)* 0 1(0,3) 0 1(0,5) 6(1,9) 8(0,7)
HenyaKa (%)* 0 0 0 0 10(3,1) 10 (0,9)
MpsaMON KULLIKK, PEKTOCUTMONLHOIO
COeANHEHUS, 3alHEr0 NPOX0Aa, aHabHOro 0 2 (0,6) 0 0 3(0,9) 5(0,4)
KaHana (%)*
Mopaxxenyno4vHow xenesbl (%)* 0 0 0 0 2(0,6) 2(0,2)
MenaHoma (%)* 0 0 0 0 7(2,2) 7 (0,6)
[pyrux opraHoB MY»CKOW N0S0BOI cUCTEMBI (%)* 1(0,9) 1(0,3) 1(0,4) 1(0,5) 7(2,2) 11(1)
MoueBoro ny3bips (%)* 0 2(0,6) 1(0,4) 0 0 3(0,2)
060404HOM KULWKK (%)* 0 1(0,3) 0 1 1(0,3) 3(0,2)
Apyrne 3HO Koxu (%)* 0 0 1(0,4) 0 0 1(0,1)
MpyaHowm xenesbl 0 0 0 0 0 0
MpeacTtaTenbHON xenesbl (%)* 0 0 0 0 2(0,6) 2(0,2)
MHOKeCTBEHHbIE MUENOMHbIE U
nna3MoK/IeTO4YHble HOBOOGpa3oBaHus (%)* 0 103 0 105 0 2002
[pyrux 1 HeyTOYHEHHbIX OPraHOB *XEHCKOWM
NONOBOW CUCTEMBI 0 0 0 0 0 0
lopTtanu (%)* 0 1(0,3) 0 0 0 1(0,1)
Lenkn matku (%)* 0 0 0 0 1(0,3) 1(0,1)
Opyrux yacten matku (%)* 0 0 0 0 1(0,3) 1(0,1)
Apyrux 1 HeTO4HO 0603HAYEHHbIX JIOKaIMU3aLmi
OpraHoB NuuieBapeHus 0 0 0 0 103 101
LLlMToBMAHOM Kenesbl 0 0 0 0 0 0
TOHKOro KulleYHWKa, BKoYas
ABEHAALATUMEPCTHYIO KMLLKY 0 0 0 0 0 0
Bcero ot 3HO (%)** 105(0,6) | 308(9,4) | 262(12,9)| 181(9,1) | 322(5,4) | 1178 (4)
Bcero ot Bcex NpuymH 16 306 3270 2030 1979 6001 29 586

lNMpumevaHue. ¥*— npoueHTHoe cooTHoweHne Bcex 3HO B COOTBETCTBYIOLLEN BO3PACTHOM rpynne, **— npoueHTHoe
COOTHOLUEHWE BCEX MPUYMH CMEPTHOCTM B COOTBETCTBYIOLWEN BO3pacTHOM rpynne. 3HO — 3n10KayecTBEHHbIE

HOBOOGpPa30BaHMS.

Ta6nuuya 5. CMepTHOCTb OT 3/I0Ka4eCTBEHHbIX HOBOOOpa3oBaHui Hacenenus (0-19 net) B 2013 1. [14]

Bo3pacTHble rpynnbi, No rogam

3HO

lo1ropa 1-4 5-9 10-14 | 15-19 0-19
Neitkemus (%)* 31(27,9) | 99(30,5) | 71(28) | 69(33,7) | 82(26,9) | 352 (29,4)
[0IOBHOIO 1 CMIMHHOTO MO3ra (%)* 21(18,9) | 89(27,5) | 93(36,7) | 63(30,7) | 54 (17,7) | 320(26,7)
CapKOMbI MATKMX TKaHei (%)* 981 | 37(114) | 26(10,3) | 13(6,3) | 26(8,5) | 111(9,3)
CapKOMbl KocTeit (%)* 4(3,6) 6(1,8) 8(3,2) | 18(8,8) | 52(17) | 88(7,3)
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Ta6auuya 5. CMepPTHOCTb OT 3/10KA4YECTBEHHbIX HOBOOOGpa3oBaHui Hacenenusa (0—19 net) B 2013 1. [14] (OKoH4YaHHe)

Bo3pacTHble rpynnbl, No rogam

3HO Ao 1ropa 1-4 5-9 10-14 15-19 0-19
PakK in situ, n06poKa4YeCcTBEHHbIE
HeonpeaeneHHoro u HEM3BECTHOTO XapaKTepa 12(10,8) 6(1,8) 7(2,8) 10 (4,9) 15(4,9) 50 (4,2)
HoBoOGpa3oBaHus (%)*
Apyrus eTouio 00a e, STOPMIKH | 1100) | 27(83) | 1569 | 734 | 1063 | 1068
HexoaxKnHcKasa numdoma (%)* 2(1,8) 10 (3) 8(3,2) 9(4,4) 21(6,9) 50 (4,2)
Mouek (%)* 3(2,7) 16 (4,9) 8(3,2) 5(2,4) 3@ 35(2,9)
gl,é)g/;zé;l I:lﬁloquHaopg?lazrzoa/;fHHblx JloKanuaauni 0 0 1(0,4) 1(0,5) 0 2(0,2)
Aoy ieTonio SO0EIXOMTEHOS | 5@ | s@n | a2 | 2@ | T@d) | @2
Elsgsgrog ?Qﬂpwneqerlowux eNYHbIX 10 (9) 13 (4) 3(1,2) 0 6(2) 32(2.7)
Jiumdoma XoaKuHa (%)* 0 1(0,3) 2(0,8) 2(1) 6(2) 11(0,9)
Tpaxeu, 6POHXOB, Nerkux (%)* 0] 4(1,2) 0 1(0,5) 4(1,3) 9(0,8)
[y6bl, NONOCTH pPTa, MMOTKK (%)* 2(1,8) 3(0,9) 4(1,6) 0 41,3 13 (1)
AnyHnKa (%)* 0 0 2(0,8) 0 5(1,6) 7 (0,6)
Henynka (%)* 0 0 0 2(1) 2(0,6) 4(0,3)
[MpsSMOWM KULIKKW, PEKTOCUIMOUAHOIO
CoeMHEeHUs, 3aIHEr0 NPOX0Aa, aHaNbHOro 0 0 0 0 0 0
KaHana
Monxenyao4Hom xenesbl (%)* 0] 0 0] 2(1) 1(0,3) 3(0,2)
MenaHoma (%)* 0 0 0 1(0,5) 2(0,6) 3(0,2)
[pyrvnx opraHoB MYy»CKOW NonoBoOM cuctemsbl (%)* 0 1(0,3) 0 0 1(0,3) 2(0,1)
MouyeBoro ny3bips (%)* 0 0 2(0,8) 0 0 2(0,1)
060404HON KULWKK (%)* 0 0 0 0 2(0,6) 2(0,1)
Opyrve 3HO Koxun 0 0 0 0 0 0
[pyaHoM »kenesbl 0 0 0 0 0 0
[MpeactatenbHON Kenesbl 0 0 0 0 0 0
mBaMOKTGTONI6 HOBOOGPAS0BaHIS 0 0 0 0 0 0
ﬁgzggég gMeZIg;II;?HHbIX OpraHoB }eHCKOWM 0 0 0 0 0 0
TopTanu (%)* 0] 1(0,3) 0 0 1(0,3) 2(0,1)
LLleikn maTku 0] 0 0 0] 0]
[pyrux yacten maTku 0 0 0 0 0
LLinToBMAHON Kenesbl 0 0 0 0 0 0
RBeHaALATROpCTIY 0 KNG (30" 109 | 208 | 0 o | 103 | 403
Bcero o1 3HO (%)** 111(0,7) | 324(10,6) | 253(13,5) | 205 (10,7) | 305(5,6) | 1198 (4,3)
Bcero ot Bcex NpuyuH 15 477 3064 1872 1924 5460 27 797

lpumeyvaHume. *— npoLeHTHOEe cooTHolWeHWe Bcex 3HO B COOTBETCTBYIOLLEN BO3PACTHON rpynne, **— npoueHTHoe
COOTHOLUEHWE BCEX NPUYUH CMEPTHOCTU B COOTBETCTBYIOLWEN BO3pacTHOM rpynne. 3HO — 3n0KayecTBEHHbIE

HOBOOGpa30BaHMUS.
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Ta6nuuya 6. CMepTHOCTb OT 3/10Ka4YeCTBEHHbIX HOBOOGPa3oBaHWi eTcKoro HaceneHus (0—17 net) B 2014-2016 rr. [14]

Fogbl
3HO
2014 2015 2016
Nenkemus (%)* 284 (29) 310(29,9) 301 (29,4)
[0NOBHOrO ¥ CNUHHOIO Mo3ra (%)* 269 (27,6) 282 (27,2) 282 (27,5)
CapKoMbl MSrKUX TKaHen (%)* 97 (9,9) 109 (10,5) 122(11,9)
CapKoMbl KocTel (%)* 55 (5,6) 67 (6,4) 81 (7,9)
Eggé:TseléLg ﬂgggggggiggsaeHHMHﬂu&r*eonpe,qeneHHoro ¥ HEM3BECTHOTO 61 (6,2) 67 (6,4) 55 (5,4)
ﬁgzgmswatiT;?;)&oﬁosHaquHblx, BTOPUYHBIX U HEYTOYHEHHbIX 53 (5,4) 57 (5,5) 50 (4,9)
HexoaKnHckasa numooma (%)* 51(5,2) 38(3,6) 37 (3,6)
Moyek (%)* 23(2,3) 19(1,8) 25(2,4)
ﬁl,%;mg;s;g::ﬁ 8/06)23Ha4eHHb|x OpraHoB [bIXxaHus 12 (1,2) 17 (1,6) 11 (1)
[leyeHn 1 BHYTPUNEYEHOYHbIX XEN4YHbIX MPOTOKOB (%)* 24 (2,5) 23(2,2) 27 (2,6)
JNiumdoma XoaxkkunHa (%)* 5(0,5) 6 (0,6) 8(0,8)
Tpaxeun, 6poHX0B, nerkux (%)* 3(0,3) 6 (0,6) 1(0,1)
[y6bl, NONOCTH pTa, MOTKK (%)* 9(0,9) 6 (0,6) 5(0,5)
AnyHuka (%)* 6(0,6) 3(0,3) 5(0,5)
Henyaka (%)* 4(0,4) 0 1(0,1)
25;,?:&??5;35,2:?0}5;2”rMOM'qurO COe[IMHEHWS, 3aHero Npoxoaa, 1(0,1) 1(0.1) 0
MoparxkenynoyHowm xenesbl (%)* 0 4(0,4) 1(0,1)
MenaHoma (%)* 2(0,2) 4(0,4) 3(0,3)
[pyrux opraHoB MY»CKOM NonoBon cuctemMbl (%)* 2(0,2) 5(0,5) 3(0,3)
MoueBoro ny3bips (%)* 1(0,1) 3(0,3) 3(0,3)
060404HOM KULWKK (%)* 2(0,2) 3(0,3) 0
Opyrne 3HO Koxu (%)* 0 1(0,1) 0
MpyaHown xenesbl (%)* 2(0,2) 0 0
MpenctaTencHon xenesbl (%)* 0 1(0,1) 0
rl\l/IoHBOc:g%%TaBseoH;abrlli ;/I{I[J/f)]l(OMHble 1 NNa3MOKNETOYHbIE 1(0.1) 1(0.1) 0
[pyrux n HeyTOYHEHHbIX OPraHOB YXEHCKOM N0N0BOM cnuctembl (%)* 2(0,2) 1(0,1)
[opTaHu 0 0
LLlenkn maTtku 0 0
Opyrux yacten matku (%)* 0 1(0,1) 1(0,1)
Muwesoga (%)* 1(0,1) 0 0
l(;r:l_,r(r?yr&r;zwewma, BK/lOYas ABEHAALATUNEPCTHYO 1(0.1) 1(0.1) 0
ﬁl,vrl)igg(awpgﬁ;zq(%f6osr4aqe|4Hblx NOKanu3aLuuit opraHos 4(0,4) 0 2(0.,2)
[pyrux n HeyTOYHEeHHbIX MOY€EBbIX OPraHoB (%)* 0 1(0,1) 0
LLinToBnaHon xenesbl (%)* 1(0,2) 1(0,1) 0
Bcero ot 3HO (%)** 976 (4,1) 1038 (4,8) 1024 (5,1)
Bcero ot Bcex NpuymH 23759 21546 20026

lpumevaHue. * — nNpoLeHTHoe cooTHoleHne Bcex 3HO, ** — npoueHTHOEe COOTHOLWEHME BCEX MPUYNH cMepTHOCTU. 3HO —

3/10Ka4eCTBEHHbIE HOBOOOPa30BaHMs.
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Puc. 2. lokazaTenu CMepTHOCTHU OT 3/10Ka4eCTBEHHbIX HOBOOGpa3oBaHui B 2014-2016 rr. (0—17 neT), yen. [14]

Ta6nuua 7. lNokazatenun cMmeptHocTH aeten o1 3HO B 2011-2013 rrT. (Ha 1 MJIH. HaceneHus)

BospacTHble rpynnbl, o rogam

3HO

0-4 5-9 10-14 15-19 0-19
Nenkemus 1,5 1 1 1,3 1,2
[0T0OBHOrO 1 CMMHHOTO MO3ra 1,5 1,1 1 0,7 1
CapKOMbl MATKUX TKAHEN 0,6 0,3 0,2 0,4 0,4
CapKombl KocTen 0,1 0,09 0,3 0,6 0,3
PakK in situ, B06poOKa4YeCTBEHHbIE HEONMpPEAENEeHHOro U
HEeN3BEeCTHOro xapakTepa HOBOO6GpPa30BaHMUS 95 0.2 0.1 0.2 03
Lpyrux n HETOYHO 0603HAYEHHbIX, BTOPUYHbIX U
HEeyTOYHEHHbIX NOKann3aumnn 05 0.2 0.1 01 0.3
HexomxKuHcKasa numooma 0,09 0,2 0,1 0,3 0,2
Moyek 0,2 0,2 0,04 0,08 0,1
[Opyrux n HeTOYHO 0603HAYEHHbIX OPraHOB [blXaHWS U
FDYIHOI KNETKM 0,1 0,04 0,07 0,2 0,1
[eYyeHn 1 BHYTPUNEYEeHOYHbIX XeNYHbIX MPOTOKOB 0,2 9,95 0,06 0,08 0,1
Numdoma XoaxKuHa 0 0,01 0,1 0,2 0,09

lpumeyaHue. 3HO — 310Ka4eCTBEHHbIE HOBOOOPA30BaHMS.
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Ta6nuuya 8. NMokazaTenu cmepTtHocTn oT 3HO B Poccuiickon ®epepaumm (Ha 1 maH. Hacenewus 0-17 ner;

paccyMTaHoO aBTOPOM)

3HO Foabl

2014 2015 2016
Ilenkemus 10 10,7 10,4
[ONOBHOrO ¥ CMIMHHOIO MO3ra 9,5 9,7 9,7
CapKOMbl MAFKUX TKaHen 3,4 3,8 4,2
CapKoMbl KocTen 2 2,3 2,8
HexoaXKnHCcKasa numboma 1,9 1,3 1,3
Mouek 0,8 0,7 0,9
MeyeHn 1 BHYTPUNEYEHOYHbIX XENYHbIX MPOTOKOB 0,9 0,8 0,9
NTumboma XoaKKuHa 0,2 0,2 0,3
Bcero ot 3HO 35,6 36,7 35,3
Bcero ot Bcex npuymnH 867,1 761,3 690

lNpumevarHne. 3HO — 3n0KavyeCcTBEHHbIE HOBOOOPA30BaHUS.
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Puc. 3. OgHorognyHas getanbHocTb B 2007-2016 rr. [4-13]

2013

Kak n paHee, TPOWKY «1MAepoOB» Cpean MNpUYMH
cmepTtn oT 3HO 3aHMMaloT NEeNKO3bl, ONYXOJIN FOSI0B-
HOFO M CMMHHOIO MO3ra, CapKOMbl MSFKMX TKaHEeW.
OaHa 13 nNpu4YMHa 3TOro B TOM, YTO AaHHble HO30/J10-
rMM — Haubonee pacnpocTpaHeHHble B CTPYKType
3HO y peten.

CoKpalleHne ogHOroan4yHoOM neTaabHOCTU CBUAe-
TEeNbCTBYET 0 BHEAPEHUU 60siee 3PPEKTUBHbBIX MPOTO-
KONOB Ie4eHUsl, 0AHAKO OTMEYEHHOE 3a 6 JIET CHUXKe-
HWe aHHOro NoKasaTens AOCTaTO4HO YMEPEHHOE.

lMpoaHanuanpyem 4mucno geten, ymepumx ot 3HO
B 2016 r. No pgaHHbIM PenepanbHOM CyXObl rocy-
[apCTBEHHOMN CTAaTUCTWMKMW, AAHHOE YUC/IO COCTaBMIIO
1024 (cm. Tabn. 4). Bmecte ¢ Tem, Mo AaHHbIM one-
paTMBHbIX OTYETOB OPraHOB UCMONHUTENbHON BAACTH
B chepe 3apaBOOXpaHeHUss cybbeKkToB PoccuincKom
depepauymn, — 779 [1]. COOTBETCTBEHHO, pasnunya-
I0TCH U YPOBHU cMepTHOCTM — 3,5 1 2,7 Ha 100 Thbic.
peTcKkoro HaceneHnsa 0—-17 ner.

CTaHOapTM30BaHHblE MOKas3aTeNn CMEPTHOCTH
neten ot 3HO B cTpaHax CHIM B 2015 r. coctaBmau oT
2 (Pecnybnuka benapycb) ao 4,5 n 2,3 (KazaxcTtaH
M ApMEHMS COOTBETCTBEHHO) OTHOCUTENbHbIX €AWHUL

2014 2015 2016

ansa BospactHoun rpynnbl 0-14 net. Han6onee HM3-
KWUM NoKasaTeflb CMEPTHOCTM OTMeYeH B Pecnybnuke
TagXMKWUCTaH, 4TO, BEPOSATHO, CBA3AHO C AedeKTaMu
cTaTUCTUKM (Tabn. 9). No cpaBHeHuto ¢ 2010 r. oTmeva-
€TCH HEKOTOPOE CHUXKEHME AaHHOro Nokasartens [15].

CTaHOapTM30BaHHbIE MOKa3aTenuM CMEPTHOCTH
neten ot 3HO B CLLA B 2010-2014 rr. coctaBmnun 2,3
ans Bo3pactHou rpynnbl 0-19 net (tabn. 10) [16].

Y4yeT OaHHOro noKkasaTtens B YKa3aHHbIX Bbllle
CcTpaHax Aana Bo3pacTHou rpynnbl 0—17 neT He npo-
BOAMNICS, YTO HE MO3BOJIIET NMPOBECTU KOPPEKTHOE
CpaBHeHMe.

CywecTBeHHON Npob6iemMon NABASETCA NpUHATaS
B HacTosILLEE BPEMS CUCTEMA Y4YeTa 3ab601eBaEMOCTH
n cmepTHOCTH aeTen oT 3HO, ocHoBaHHas Ha aHaToOMOo-
TonorpaduU4yecKkom npuHUmne. Y4nTbiBas 0COOEHHOCTH
CTPYKTYpbl 3a60/IEBAEMOCTU B [JETCKOM OHKOMOIMM,
Heo6X0AMMO BBECTM CUCTEMY y4eTa MO HO30J0ornye-
CKMM dopmaM, MOCKOMbKY AaHHble O AETAX, YMEPLIKX,
Hanpumep, OT paKa in Situ WA 3N10KaYeCTBEHHbIX
HOBOOOPa30BaHUM NpeacTaTebHOW enesbl, BbIrg-
OAT Ka3yMCTUYECKUMWU M He COOTBETCTBYIOT AENCTBMU-
TeNnbHOCTH. [TpM 3TOM TaKkas pacnpocTpaHeHHas B AeT-



OHKOMEAUATPUA / 2017 /Tom 4 / N2 4

Ta6auuya 9. CtaHgapTM30BaHHbIE NOKa3aTe M CMEPTHOCTHM OT 3/10Ka4YeCTBEHHbIX HOBOOOGpasoBaHui B cTpaHax CHI B 2010
1 2015 rr. (Ha 100 Tbic. geTckoro HaceneHus 0—14 neT, MMpoBOM cTaHAapT) [15]

TapXuKuctaH Bbenapycb KasaxcrtaH ApmeHus
Jlokanusauuma
2015 2010 | 2015 | 2010 | 2015 | 2010 | 2015
Bce 3HO 1,7 2,6 2 4,4 4,5 5 4,3
Onyxonu ry6bl, NONIOCTH pTa, MOTKK 0 0 0 0 0,04 0 0
Onyxonv opraHoB nuilLleBapeHns 0,07 0,44 | 0,2 | 0,39 | 0,49 | 0,35 0
Onyxonu neveHn H/0 0,14 | 0,13 H/0 H/0 H/0 H/0
Onyxonv opraHoB AblxaHUs 0,06 0 0 0,07 | 0,06 | 0,35 0
Onyxonn KOCTeN U MATKUX TKaHen 0,03 0,5 0,33 | 0,28 0,6 0,78 | 0,26
Onyxonu NoYKu 0,1 0,12 0 0,24 | 0,06 | 0,57 | 0,47
OnyxonM ronoBHOro 1 CNMHHOIO MO3ra 0,37 1 0,65 | 0,83 1 0 H/n
JInmdombl 0,07 0,14 | 0,07 | 0,48 | 0,25 0 0,18
NenKkosbl 0,27 0 0,72 1,2 1,6 1 1,1
Mpumevarune. 3HO — 3n10KayeCcTBEHHbIE HOBOOOGPA30BaHMS, H/A — HET AaHHbIX.
Ta6auuya 10. CtaHgapTM30BaHHbIE MOKa3aTenu AHanM3 noKasaTeneil  CMepTHOCTM  Tpebyer

CMEPTHOCTU OT 3/10KaYeCTBEHHbIX HOBOOGPA30BaHUN
B CLLUA B 2010-2014 rr. (Ha 100 TbIC. HaceneHus,
aMepuKaHCKUi ctaHaapT) [16]

Bo3pacTHble rpynnbil,
3HO no ropam

0-14 15-19 0-19
Bce 3HO 2,1 29 2,3
J(_l)é:;ﬁglsm nMmdobnacTHbIM 0.2 0.3 0.3
OcCTpbIt MUENOUAHBLIN NENKO3 0,2 0,3 0,2
CapKombl KocTen 0,1 0,5 0,2
agggnw roIOBHOrO U CMIMHHOTO 07 0,5 07
Numdoma XoaxKuHa <01 | <01 <0,1
Onyxonu noyek 0,1 <0,1 0,1
Nenkemus 0,6 0,8 0,6
HexoaxK1UHCKne numepombl 0,1 0,1 0,1
CapKOMbl MATKUX TKaHEN 0,1 0,3 0,2

MpumevaHune. 3HO — 310Ka4eCTBEHHbIE
HOBOOOGpPa30BaHMS.

CKOM BO3pacTe onyxofib, Kak Henpobnactoma, cpeau
NPUYKUH CMEPTM OTHOCUTCS K rpynnam onyxonew Hagno-
YeYHWKa Mn, Hanpumep, cpeaocTeHHUS.

Ang ycTpaHeHnsa 0603HaYeHHbIX AeDEKTOB CTaTU-
CTUMYECKUX AaHHbIX pa3paboTaHa 3NeKTpoHHaa 6a3a
ydyeTta [AeTer C OHKONOrMyecKMmu 3aboneBaHUsIMM,
KoTopas BHeApeHa B KIIMHUYECKYIO0 MPaKTUKY OHKOMO-
rMYECKOro oTaeneHuns xummotepanuu onyxonen N'bY3
AO «ApxaHrenbcKas obnacTtHas AeTCKasa KMHUYecKas
60MbHMLA@» M labopaTtopuM KOMMIEKCHbIX METoA0B
Nle4YeHns OHKONOIrMYEeCcKMxX 3aboneBaHuny neten droy
«PHUPP» MnH3apaBa Poccuu, crieymanmaupytouencs
Ha JlIe4eHUn OeTen ¢ ONyxonsiMmn roslOBHOrO U CIUHHO-
ro mMosra. B ganbHenwem nnaHUpyeTcs BHeApPeHue
AaHHOW 6a3bl B JE€TCKUX OHKOMOTMYECKMX OTAENEHUAX
cybbekToB Poccumnckon degepaunmn n HaydyHo-uccne-
AOBaTeNbCKUX MHCTUTYTax deaepanbHOro nogvymHe-
Hus [1].

[AOCTOBEPHbIX AAHHbIX — KaK KOJIMYECTBEHHbIX, TaK
M KayeCTBEHHbIX MapaMeTpoB, OMUCbIBAOLWMX Teye-
HWe 3aboneBaHni, B TOM YMC/e NPUBEALWNX K NeTallb-
HOMY MCXOAY.

Paspab6oTtaHHas u BHegpsieMass B KJIMHUYECKYIO
NPaKTUKY 3NeKTpoHHas 6a3a [aHHbIX MauueHToB
NMO3BOJIUT HEe TOJbKO YCTPaHWTb CYLIECTBYlOLME
AedeKTbl B CTaTUCTUKE, HO M NPEAOCTaBUT HayYHOMY
€co06LEeCTBY HOBbIM TOPU30OHT BO3MOXKHOCTEN MO aHa-
M3y «6onblWKnX AaHHbIx» (big data) n CMHTE3Y HOBbIX
peleHnin, HanpaBnEeHHbIX Ha pa3paboTKy HOBbIX MPO-
TOKOJIOB /IEHYEHWS W MOBbLIWEHWE KayecTBa MEAULINH-
CKOW MOMOLLM.

OAHUM M3 3HAYMMbIX MOMEHTOB SIBNI€TCSA AOCTYnN-
HOCTb MHPOPMaLMM O CMepPTU NauuneHTa. Hanbonee
NpPOCTbIM CNoco6oM SABASIETCS HEMNocpeAcTBEHHOE
M aBTOMAaTMYECKOE NoslyYeHne Takon MHGopmMaLnm n3
y4yeTHbIX cuctem opraHoB 3AlCa. OgHaKO Ha NpaKTU-
Ke NonbITKa Noay4yeHns nHdopmMaLmnmn n3 3Toro UCTou-
HWKa BeCbMa 3aTpyAHeHa no NpuYnHam IopUaNYECKO-
ro xapakTepa. Mmewouwmuncs onbiT CBUAETENbCTBYET
0 TOM, 4YTO 3a4acTylo MpolLe MCNoNb30BaTb KOCBEH-
Hble UCTOYHUKKM MHIOpMauMn. Hanpumep, B pamkax
aBToMaTu3aummn paboTbl deaepanbHOro perucTpa
nauMeHToOB nporpamMmmsbl «7 BblCOKO3aTpaTHbIX HO30-
norni» B I CaHkT-[NeTepbypre B KayecTBe TaKoro
MCTOYHMKA BbICTYNaeT TepputopuanbHbin poHg OMC,
npenocTaBnAOWNIA 3TU AaHHble KomuTeTy 3apaBo-
oxpaHeHunsa [lpaButenbctBa CaHKT-[leTepbypra no
3anpocy HECKOMbKO pas3 B rof.

[ns Hay4yHOro MPMMEHEHUS Ba)XHa He TONbKO
MHbOPMALMSA O CMEepTU, HO W Apyras: Hanpumep,
OHKOJIOrMYeCcKnin aHaMmHes. B TOM 4ncne BaXKHO Mpo-
clnexuBaTtb cyab6by nauMeHTa nocjae Bbixoda U3 OeT-
CKOro BoO3pacTa. Haubonee nOrMyHbIM sBASETCH
CO3/[aHue eduHON CUCTEMbl PETrMCTPOB, B KOTOPOM
Ka)XAblV NaLMEHT yYnTbiBAE€TCSH NO HO30/10TMAM U BO3-
pacTHbIM TPynnam C TOYKM 3PEHUS aHaANUTUYHECKMX
rpynn. B HacToslee BpeMs oTe4ecTBEHHAa cucteMa
34PaBOOXPaHEHMNS YXKE Ha NYTU K TAKOro poaa y4eT-
HOMY MPUHUMAY, U B CPEAHECPOYHOM MNEepCrneKTUBE
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Mbl BbIHYXAEHbl UCKaTb WMHCTPYMEHTbl KOCBEHHOrO
NoMnonHeHUs MHGopMaLmn.

YuntbiBas WM3NOMKEHHOE, AN y4yeTa CMEPTHOCTH
JeTen ¢ OHKONOrM4ecknmn 3aboseBaHMsIMM HEOOX0AM-
MO CO3[1aHWe B CTPYKTYpe MEAULIMHCKMX OpraHn3aLun
«KaTaMHECTUYECKMUX TPynm», 3aHMMatowmxcs c60pom
KaTaMHe3a C LiefIblo CBOEBPEMEHHON PUKCaLMK COObI-
TUI, NpOM30LLEeLWNX MOC/e AOCTUKEHUS PEMUCCUN UK
BblOGbIBaHUS U3 HAGNOAEHHWS, K KOTOPbIM OTHOCATCS He
TOJIbKO NeTasbHble UCXOAbl, HO M pa3BUTUE PELMONBOB,
nporpeccupoBaHne 3abosieBaHus 1 T.4.

B0O3MOXHO, fanbHENLINE NYTU CHUKEHNSA CMEPTHO-
ctn geter ot 3HO cBsI3aHbl ¢ NepcoHanmn3aLunen meau-
UMHbI. Mo mHeHuto C.B. CyyKoBa € COaBT., «B CYLECT-
BYlOLLEM MOAENN MPAKTUYECKOro 34paBOOXPaHEeHUs
OTCYTCTBYET K/ItO4EBOE 3BEHO — MOHWUTOPUHI MHAW-
BMAYyalbHOr0 340POBbSi, B OCHOBE KOTOPOro nexaTt
aKTMBHO pa3pabaTbiBaeMble B pPa3BUTbIX CTpaHax
NPUHLMUMbI NEPCOHANMN3NUPOBAHHON MeauUUHb» [17].
Takaa mogenb NO3BOMUT BbIABAATbL 3a60/ieBaHNS Ha
AOKNMHUYECKUX CTaAMSX, YTO NPUBEAET K CHUKEHUIO
YPOBHS1 cMepTHOCTW. CyulecTBytollas B HacTosliee
BPEMS «PEMOHTHas» MeMLMHa 9BASETCH 4OCTaTOYHO
KOHCEpPBATMBHOWM 1, HECMOTPS Ha CyLLECTBEHHbIE pac-
X0Abl, CBSAI3aHHble C Pa3pabOTKON HOBbIX TEXHONOIMM
NeYeHUs, He MPUBOAMUT K AaNbHENEMY CHUMKEHUIO
cMepTHocTH [18].

Ba)HOe MecTO B CHUXXEHUW JETCKOM CMEPTHOCTHU
[JOMKHbI 3aHMMaTb TeNlEMeANLMHCKME KOHCYNbTaLMK,
KOTOpPble NO3BONSAIOT B PEXUME pPeanbHOro BPEMEHHM
NPOBOAMTb OYHbIE KOHCYNbTALUMW MALMEHTOB C MpU-
B/lIeYEHMEM CMeunanncToB M3 HayyHO-uccnegoBa-
TENbCKUX MHCTUTYTOB deaepanbHOro MNoAYNMHEHUS.
Mo pe3dynbTataM AaHHbIX KOHCY/bTALMIA MOXET ObiTb
onepaTtMBHO MPUHATO pelleHne O Heob6X0AMMOCTH
rocnutanuM3aumm nauneHtTa B OTAENIeHWEe MeWLMH-
CKOM OpraHu3aumm TPETbEero yYpoBHSA UM 06CyXKaeHa

BO3MOHOCTb MPOBEAEHNS HaYaslbHbIX 3TANOB fieye-
HUS B MEAWLMHCKOM OpraHusauuuM BTOPOro ypoBHS
C yyeToM pekomeHaaumn [19, 20].

3AKJ/IIOMEHHME

OTMevyeHHass AMHaMWKa CHUXKEHWS OJHOroauy-
HOW NeTanbHOCTM, GE3YC/IOBHO, SIBNAETCS MOJIOXKMU-
TENbHOM U CBUAETENbCTBYET O COBEPLIEHCTBOBAHWUM
METOA0B AMArHOCTUKKU W NevyeHus. Bmecte ¢ TeM Ha
NPOTAXEHUN NOCNEAHUX LWECTU NEeT HO30M0TUN, BHO-
cslmne HambonblNM BKNa B AETCKYO CMEPTHOCTb OT
3HO, ocTaloTcd HEM3MEHHbLIMU, YTO CBUAETENLCTBYET
0 HeobX0AMMOCTM COBEpPLEHCTBOBAHUSA MOAXO0B
K NIeYEHUIO U MNOBbILEHNS 0O BbIIBIEHHbIX Ha pPaH-
HUX cTaausAX 3ab6oneBaHMn NaLMeHToB.

BHeapeHue B KIMHUYECKYIO NMPAKTUKY 3/TIEKTPOH-
HOM 6a3bl AAHHbIX AeTEeN C OHKONOrM4ecKMmMmn 3a60-
NIeBaHMAMM, NMO3BONSAIOLIEN HE TOJIbKO BECTU TOYHbIN
y4yeT 4yucna nauueHToB, HO M OLEHWBATb KayecTBO
OKa3aHHOM MeAWLMHCKOW MOMOLLIM, 3HAMEHYET HOBYIO
3py MHGopmaTM3aLmnmK 34PaBOOXPaHEHUS.

Peannzaunsa o0603Ha4vyeHHbIX 3agad OyaeTr cno-
CcO6CTBOBATb CHUXEHUIO cmepTHOCTM aeten oT 3HO
M MOBLIWEHNIO KayecTBa OKa3aHWS MEAWMLIMHCKOM
NMOMOLLN JaHHOW KaTeropum naymMeHToB.

UCTOYHUK ®PUHAHCUPOBAHUA
He yKkasaH.

KOH®J/IUKT UHTEPECOB
ABTOp CTaTbW NOATBEPAMS OTCYTCTBUE KOHPMKTA
WHTEPECOB, 0 KOTOPOM HEOBXOANMMO COOBLINTD.

BbIPAXXEHME NMPU3HATEJIbBHOCTHU

ABTOp BblparkaeT MWCKPEHHIOW 6narogapHoOCTb
M NpPU3HaTENbHOCTb AMPEKTOPY MNpoeKkTa «[aneHoc»
000 «TexJ1ABb» Muxaunny Kaydmany.
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KNnHU4YecKune pekomeHaauum KakK UHCTPYMEHT
NoBbILLEHUA KayecTBa MeULLMHCKON NOMOLL MU

KnnHuyeckne peKomeHaauumnm — 3TO CUCTEMATUYECKU pa3pabaTbiBaemble NOKYMEHTbI, L€Jibl0 KOTOPbIX
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JKaljen MeamUUMHCKOM MOMOLLM B KOHKPETHON KJIMHUYECKOM cUTyaumnmn. InaBHbIM NPUHLNIOM UX pa3paboTKU
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JOJIXKHO 6bITb OCHOBAHO Ha KOMIMJIEKCHOM aHain3e BCEX MMEKLIMXCS Hay4YHbIX JOKa3aTe/1bCTB, OLEHKE UX
a¢ppeKTUBHOCTH U 6e30rnacHoCTH. Llesnib aaHHOW cTaTb — (QOpMUPOBaHME €AUHON METOAO0/I0MMU OLIEHKMU
YPOBHEN [OCTOBEPHOCTH [0KAa3aTesbCTB U YPOBHEN YyO6eAUTE/IbHOCTU PEeKoOMeHAauun rnpu pa3paboTke
M axkTyann3saLlmm KIIMHUYECKUX PEKOMEHAaLMHA.
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BBEJEHME

OcHOBY [OKa3aTenbHOM MeAuLMHbl COCTaBNsfeT
NPOLLEeCC NPUHATUS PeLleHnA 0 MPUMEHEHUN TEX UMK
MUHbIX MEAULIMHCKUX TEXHOIOTUI C Y4ETOM UMEIOLLIMXCS
Hay4YHbIX JOKa3aTeNbCTB, a TaKXe OLEeHKa nx apdek-
TUBHOCTKU M 6e3onacHocTu [1-3].

[JaHHbIA MNPUHUMMA NOMHOCTbIO MPUMEHUM K KIiU-
HMYECKMM peKoMeHaauunam (KP), npeactaBnsiowmm
cobor cucTeMaTMyeckn pa3pabaTbiBaemble [OKY-
MEHTbI, LIe/Ibl0 KOTOPbIX ABAAETCA NOAJEPKKA NPUHS-
TUS PelleHnin NPaKTUKYIOWMM BpayoM U NaLMeHTOM
ansa obecrnevyeHna Hagnexalen MeguUnMHCKOM NoMo-
LM B KOHKPETHOW KNMHUYEeCcKon cuTyaunu [4]. B cooT-
BETCTBMM C YacTblo 2 cTaTbh 76 PegepanbHOro 3aKo-
Ha oT 21.11.2011 r. N2 323-$3 «06 ocHOBax oxpaHhl
340p0Bbs rpaxkaaH B Poccunckon depepaummn» KP
pa3pabaTbiBalOTCA U YTBEPKAATCA MEAULMHCKUMMU
npodpeccnoHaNbHbIMKU HEKOMMEPYECKUMIK OpraHmM3a-
umamm [5].

KP paspabartbiBaloTCd Ha OCHOBE MPWMHLMMNOB
JlOKa3aTeNbHON MeAuLMHbl MO OTAeNIbHbIM HO30/10-
rMam u coaepraT MHbopMaL MO No BONpPOcam Mnpo-
GUNAKTUKKU, AMArHOCTUKK, NeYeHus 1 peabunuTtauum
[1, 6].

Ona  o0603Ha4YeHUss CTeneHn [OOCTOBEPHOCTHU
Hay4YHbIX AOKa3aTenbCTB cO3/laHa cUcTeEMa OLLEHOK
M YPOBHEW, MONYYMBLUMX HAa3BaAHUA «yPOBHW AOCTO-
BEPHOCTU pAoKazaTenbcts» (YOA) v «ypoBHU ybe-
ANTENbHOCTM pekomeHaauun» (YYP) [7]. Co3pgaHne
eanHon cuctemsbl oueHkn YOO n YYP B pOCCUNCKUX
KP — Heo6xoauMmbiv aTan pa3paboTkn TpeboBaHMM
K KP ¢ uenbto o6ecnevyeHuns ux yHubuKkaumu, a Takxe
eaANHO06pa3HOM TPaKTOBKM PEKOMEHAAaL M KOHeu-
HbIMW MONb30BATENAMU — MNPAKTUKYIOLWMMK Bpaya-
MU.

Ona co3gaHWs eauMHOM MeTodosiorMM onpene-
nennsa YOO v YYP B poccuickux KP npuHATbl 3a
ocHoBy cuctembl Oxford Center for Evidence-based
Medicine (OCEBM) u Grading of Recommendations
Assessment, Development and Evaluation (GRADE)
COOTBETCTBEHHO [7, 8].

Cuctema OCEBM nogpa3ymeBaeT oueHky YO
AN BMeLlaTenbCcTB, MMEWMUX pPasinyHble Lenu
(neyeHune, oMarHoCTMKa M np.), N0 pasHbIM WKaaaMm,
4YTO NpeacTaBnsfeTcs onpaBAaHHbIM, T.K. ANA pas-
HbIX TMMNOB BMELWIATENbCTB «30J/I0TbIM CTaHAAPTOM»
ABNAOTCSA MCCNelOBaHWUS Pa3/IMyHOro An3anHa: ang
NlIe4eHUss — pPaHAOMMU3UPOBAHHbIE KOHTPONIMPYyEMbIE
ucnoitaunsa (PKN), ana agMarHOCTUKM — OAQHOMOMEH-
THble UCCNeOoBaHMS C NapanienbHO NPUMEHAEMbIM
pedepeHCHbIM METOAOM, HE3AaBUCUMbIM OT UCCNEeay-
emoro metoga [7].

Cuctema GRADE nogpasymeBaeT eauHylo LKany
ansa onpegenenusa YYP ana BMewaTenbcTB, MMEIO-
WMX Pa3nnYHble Lenr, N03TOMY TaKKe npeanaraeTcs
MCNONb30BaTb €AMHYIO LiKany oueHKn YYP ana Bcex
BMAOB MEAMLIMHCKUX BMeLLaTeNbCTB.

Lenb ctatbn — dopmmpoBaHUe eauHON MeToao-
noruuv oueHkn Y44 n YYP npu pa3paboTKke 1 akTyanu-
3aUMn KIMHUYECKUX PEKOMEH AL,

3TANbI OLLEHKHU YPOBHEHW JOCTOBEPHOCTH

AOKA3ATENbLCTB U YBEAUTE/IbHOCTHU

PEKOMEHAALIUHA

Tesucbl-pekomeHagaummn B KP aonKHbI cOnpoBo-
OATbCA CCbITKOM Ha WCTOYHWMK NMTepaTypbl C yKa-
3aHuem YOO n YYP pgaHHOro te3auca-pekomeHaalmnm
B COOTBETCTBMW C €AMHbIMU LLIKaNaMMu.

[Ana peannM3auunm 0603HAYEHHbIX 3a7a4 NO Kaxao-
My Te3WCy-peKOMeHJaLnW OOMKEH OblTb BbIMOMHEH
OTAENbHbI CUCTEMATUYECKMI 0630p AOKa3aTenbCTB
3QDOEKTUBHOCTM U/MNK 6€30MacHOCTU MEeAULIMHCKOro
BMelLlaTeNnbCTBa, BKOYAIOLWMI cnefytoLine atansbi:

1) onpeaeneHve KpuTepueB TMNouMcka W oTbopa
ny6anKaumMm o KIMHMYECKUX nuccnegoBaHumax (K1)
3PPEKTUBHOCTU U/MAN 6€30NaCHOCTU MeaULMH-
CKOro BMellaTeNnbCTBa, OMUCAHHOrO B Te3uce-
peKomeHaaunu;

2) cucteMaTMYEeCKU MNOUCK M OTO6Oop nybavKauun
0 KM B coOTBETCTBMU C ONpPedeNeHHbIMU paHee
KpUTEPUAMMU;

3) onpepnenexne YOO 1 YYP Ha oCHOBaHWKU pe3ysbTa-
TOB CUCTEMATUYECKOrO NOUCKa K oTBopa nybnnKa-
umm o KM [8].

Cnenyetr OTMETUTb, YTO AN TE3UCOB-PEKOMEH-
Jalunin, OTHOCSHLMXCA K cOopy Kanob M aHamHe3a
nauueHTa, dU3nKaabHOMY OCMOTPY NaLMUeHTa, a Tak-
e XapaKTepusylowWwmux opraHusauuio MeamLMHCKON
nomouM (OpraHuM3aumito MeaMLMHCKOro npouecca),
BBEAEHO WCMONb30BaHUE MOHATUA «CNOXKMBLIASACH
KNMHU4YecKasa npakTuKka» (aHrn. Good Practice Point,
GPP) B cnyvyae ecnu ans gaHHoOro te3mca-peKOMEH-
JaLnn OTCYTCTBYIOT JOKa3aTeNbCTBa, MONYYEHHbIE Ha
OCHOBaHMK pe3yNbTaToOB CUCTEMATMYECKOro Moucka
n ot6opa KM [8].

ONPEAENNIEHUE KPUTEPUEB NOUCKA U
OTEOPA NYBJ/IMKALIMHA O KIMHUYECKHUX
UCCNEAOBAHUAX

Kputepun noucka wn otbopa nybankaumn

0 KN onpepensiotcs B COOTBETCTBUMU C KITMHUYECKMU-

MW BOMPOCaMM, Ha KOTOpble OTBEYaeT Te3UC-PeKo-

MeHaaumsa: «4to genatb?», «<Komy genatb?», «C Kakon

uenbto?». lMpun dopmMMpoBaHMK KPUTEPMEB MOUCKA

n oT6opa nyébnmkauum o KM Heo6xoaMmMo yunTbiBaTb:

° CBeAEeHWd 0 NoNynsaLUMKn NauneHToB (KOMy aenatb?);

® CBeAeHMus 0 MeANLMHCKOM BMellaTeNnbCTBE, CHop-
MYIMPOBaAHHOM B Te3UCe-peKoMeHaauun (4To
aenatb?);

° cBeAeHus 06 ncxogax NPUMEHEHU MeanLMHCKOro
BMeELlaTeNbCTBA (C KaKOM LieNbio?);

e cBeAeHuss 06 anbTepHATUBHOM MEAMLMHCKOM
BMeLlaTeNnbCTBE (MEAULIMHCKOM TEXHOIOTUK CpaB-
HeHus) (Npu HeobxoamMmocTw) [8, 9.

Kputepmnsamum noncka m otéopa nybnuvkaummn o KN

B YacTW CBEAEHWI 0 NONyNSLUN NaLMEHTOB ABNSIOTCS:

°* Ha3BaHuWe 3ab0osieBaHusa/cMHAPOMa/CUMNTOMA;

° nonm

° BO3pacT;

° CcTagus WKW TUMN TeYeHUs 3ab6oneBaHus;

° Hannyne/oTCyTCTBUE COMYTCTBYIOLMX 3a60N1EBAHNN;
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e [pyrMe BaHble XapaKTepPUCTUKM NaLMEHTOB,
OTHOCHTE/IbHO KOTOpPbIX cPOpMynMpoBaHa Te3uc-
pekomeHaaums [8, 9.

Kputepusamum novcka n otéopa nyénukaumm o KN

B YacTW CBEAEHUN O MeAMLMHCKOM BMeLlaTenbCTBe

ABNAOTCS:

°® HauMmMeHOBaHWEe MeAMLMHCKOro BMeLWaTenbCTBa;

° [pyrMe BaKHble XapaKTEPUCTUKU MeOMLMHCKO-
ro BMewarenbcTBa (HanpuMmep, MCMnofib30BaHWe
NEeKapCTBEHHOrO npenapara To/IbKO B KOMOGUWHa-
UMM C OPYrMMMW NeKapCTBEHHbIMKM MpenapaTamu;
CcBeAeHns 0 NeKapcTBeHHon dopme, cnocobe BBe-
[eHusd, NO3MPOBKe (MK Ananas3oHe AO03MPOBOK),
NPUMEHEHUN OMPEAENEeHHOro Tuna MeanLUHCKUX
M34EeNUN NPU BbINOAHEHUU XMPYPTUYECKOTO BME-
lwarenbctBa n T.4.) [8, 9J.

Kputepuamm noucka wun oTbopa nybavkaumn

o KM B yactn cBegeHnn o6 mMcxonax, BOSHUKAOLWMX

B pe3ynbraTe NPUMEHEHWS MEeOMUMHCKOro BMella-

TeNbCTBa, ABAAOTCS:

e Kputepun 3bGDEKTUBHOCTM MM 6E30NacHOCTH
M3y4yaeMblX UCXOA0B;

° [0OMOfHMUTENbHAA MWHPOPMaLMS, XapaKTepuaylo-
Lasa UCXOA: HanpMmep, KakMM o06pa3oM OLEeHMBa-
etcs (onpeaenaetcs) ncxon [8, 9.

CucrtemaTtuyeCcKuii NOUCK U OTGOP NyGIMKaL Ui

0 KJIMHUYECKUX UccieoBaHUAX

BbIMonHA0TCA B HECKONIbKO MocnefoBaTesbHbIX
3TanoB:

1) cuctemaTU4yecKuim NnoncK nye6nnKaumm BbiMoNHAET-
cs ABymS unm 6onee yneHamu Paboyen rpynnbl no
pa3paboTKe/aKkTyanu3aumn KP He3aBucumo apyr
OT Apyra;

2) ot6op NybAMKauMK MO pelynbTataM CUCTEMATH-
YeCcKOro noucka BbINOMHAETCA ABYMSA Man 6onee
yneHamun Paboyen rpynnbl No pa3paboTKe/aKTya-
nm3auunm KP He3aBUCUMO Apyr OT Apyra;

3) B c/lly4ae BO3HMKHOBEHWS pas3HOrnacum OTHOCH-
TenbHO oT6opa KM — [OoCTUKEHME KOHCeHcyca
Mexay yneHamu Paboyen rpynnbl no pa3paboTke/
aKkTyanunsauunu KP, ocyuecTBSBLWNMM CUCTEMATH-
YEeCKUM NOUCK K oT6op nybamkaunn [10].

Mpn BbLINOMHEHUN CUCTEMATUYECKOro MOUCKA
nyénukaummn o KM gonxHbl cobnogatbecs cneayouimne
npasuna:

° OWCKOBbIE 3anpocbl GOPMUPYIOTCS Ha OCHOBa-
HUW KPUTEPUEB NOMCKa 1 oT6opa KU;

® CUCTEMATMYECKMUI NMOUCK BbINOIHAETCS B ABYX MUK
6onee 3NEeKTPOHHbIX GubAnorpaduyecKkux BGasax
JaHHbIX (Hanpumep, Scopus, PubMed, EMBASE,
KokpaHoBCKoM 6ubnnoteke; eLibrary.ru.).

Mpn BbLINONHEHUM CUCTEMATUYECKOro oOTb6opa
nyénukaummn o KM gonxHbl cobntogatbes cneayouimne
npasuna:

°  KpuTepusaMun oT6opa NybanKaLunm aBAsOTCA onpe-
[eNeHHble paHee Kputepumn nomcka n otéopa KU;

®  43blK NY6AMKALMKN HE SBNSETCH KPUTEPUEM UCKITIO-

YyeHuns Ny6avKauuu Npu BbINOJIHEHUU CUCTEMATH-

4yecKoro noucka u otéopa [9, 10].

PesynbraTbl cucTEMaATUYECKOro NOMCcKa U otbopa
ny6anKaumMmn OONXKHbI coepXaTb NMOMCKOBbIE 3aMpo-
Cbl ANS Kax/aon 6a3bl AaHHbIX (C yKa3aHuem 6a3bl
[aHHbIX); 06LLEE KONMYECTBO CCbIIOK Ha Ny6MKaLuu,
HaWOeHHbIX B pe3ynbTaTe NOUCKa B Kax/1on 6a3e aaH-
HbIX; KOMMYECTBO CChIJIOK Ha ny6nvKauumum, paccmo-
TPEHHbIX Ana otéopa; nepedyeHb KW, oTobpaHHbIX Ans
nocneaytouwen oueHkn Y44 n YYP, a TakKe nepedyeHb
WUCKNIOYEHHbIX MNYyOGMMKALMIA C yKa3aHWMEM MPUYUH
WUCKNIOYEHUS AaHHbIX NyGAMKaUWih U3 cucTemMartuye-
cKoro o63opa [8, 10].

OLLEHKA YPOBHEHW 10CTOBEPHOCTH
NLOKA3ATE/IbCTB U YBEAUTEJ/IbHOCTU
PEKOMEHAALUHA

Mpu pazpaboTke KP oueHka YA4 n YYP npoBoauT-
CSl Ha OCHOBAHWM eAnHbIX LWKan (A8 AMarHoCTUYECKUX
BMeLLIaTeNbCTB U neyebHblx, peabunuTaLnoHHbIX,
NpodUNaKTUYECKUX BMELIaTENbCTB COOTBETCTBEHHO).

OueHka YOO v YYP Ha OoCHOBaHMM pe3ynbraToB
CUCTEMATMYECKOrO MOWCKa W oTbopa nybnukauum
o0 KM npoBoauTcs nocnenoBartenbHO B 2 3Tana:

1) onpepenenve YA Ha OCHOBaHWM HaMAEHHbIX MO
nToram cucrtemartmyeckoro noncka KM Hamnbonee
BbICOKOro AM3anHa (ansanHa KW, obecneynBato-
lero Havbonee [OOCTOBEPHbLIE AOKa3aTeNbCTBa)
B COOTBETCTBMU C eAMHbIMK Ana PO wKanamu;

2) onpepaeneHne YYP Ha ocHoBaHun KW HanbGonee
BbICOKOro AM3alHa, UCMOJIb30BAHHbIX MPU OLLEH-
ke YO/, n B COOTBETCTBUM C €AuHbIMK gna PP
LIKanamu.

Te3nchbl-peKoMeHaaLMmM MOryT HOCUTb KaKk MoJso-
UTENbHbLIM (PEKOMEHAOBaTb BMeLWaTeNnbCTBO), TaK
M oTpuuaTtesnbHbin (HE peKoMeHAoBaTb BMellaTeNb-
CTBO) XapakTtep. dPopmynmpoBaHne Te3UCOB-PEKO-
MEeHAaLUMN, HOCALWMX OTPULLATENbHbIM XapaKTep, U UX
MHTEpnpeTaumsa OCYLWEeCcTBNAIOTCA B COOTBETCTBUMU
C TEMMU e MPUHLUNAMU, YTO U ANSA MONOKUTENbHbIX
pekomMeHaauun [8].

OnpeaeneHue ypoBHS JOCTOBEPHOCTHU

OOKas3aTeNnbCTB AN ANAarHOCTUYECKUX

BMellaTeNbCTB

[MpoBoauTCcs nocneaosaTtenbHoO B 3 3Tana:

1) onpenenenve amsanHa Bcex KW, oTo6paHHbIX
B pe3ysibTate CMCTEMATMUYECKOro NOMcKa n otbopa
nyénukaummn o KU;

2) BbI6op KW, obecneunBatowero Hambonee gocTo-
BEPHble foKa3aTenbcTBa (aanee — KN Hanbonee
BbICOKOr0O AM3aKlHa), Min COBOKYMHOCTU Uccneno-
BaHWM TAKOro AM3anHa, oTo6paHHbIX B pe3ynbrarte
CMUCTEMATMYECKOro NOUCKa 1 oT6opa nybnnkauumm
0 KM B cooTBETCTBUM C Mepapxuen ansanHoB KU;

3) onpenenenve YA Ha ocHoBaHuu KW Haubonee
BbICOKOr0 AM3anHa nnan coBokynHoctn KU Takoro
Au3arHa B COOTBETCTBUM CO LWKaNon oueHkn YA/
ONs AMarHoCcTUYEeCKMX BMewaTenbcTB (Tabn. 1) [9].
Mpouecc onpeaenenna YA ansg AMarHOCTUYECKUX

BMellaTenbCcTB B rpadmMyeckoMm Buae npeactaBieH

Ha puc. 1.
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Ta6nuua 1. LLIkana oueHKW YpOBHEN JOCTOBEPHOCTU JOKa3aTeNbCTB 419 JMarHOCTUYECKUX BMeELLaTeNIbCTB

Uepapxua au3aiHOB KIMHUYECKUX UCC/IeJOBaHUI NO YObIBAHUIO YPOBHA

YAA AOCTOBEpPHOCTHU floKa3aTenbcTB (YA44)or 1 go 5

1 CuctemaTtmyeckme 0630pbl UCCNefoBaHWI C KOHTPONeM pedepeHCHbIM METoa0M

2 OTaenbHble UccneaoBaHus ¢ KOHTPOJIEM ped)epeHCHblM MeToaom

3 NcenepoBaHus 6e3 nocnefoBaTelbHOro KOHTPoa pedepeHCcHbIM METOAOM UK UCCNef0oBaHUSA C pePepeHCHbIM
MeTOoAOM, He ABNAloWMMCA HE3aBUCUMbIM OT UCCliefyeMOro MeToaa

4 HecpaBHUTENbHbIE UCCIEN0BaAHNUSA, ONMUCAHUE KIIMHWYECKOro cryyas

5 NmeeTcs nnwb 060CHOBaHWE MeXaHM3Ma AeNCTBUSA UM MHEHUE SKCMEPTOB

lMpumeyaHne. OBLENPUHATEIM CTAHAAPTOM KAMHUYECKUX WUCCNEfOBaHWM LMArHOCTUHECKUX BMellaTeNbCTB ABAAETCH OAHOMOMEHTHbIN
[M3aiH UccneoBaHuns, B KOTOPOM K KaXKJOMY BK/TIOYEHHOMY MaLMeHTy napanienbHo U B OAMHAKOBbIX YCII0BUAX MPUMEHSIOTCS UCCneayeMblit
[MarHoCTUYECKU MeToa M pedepeHCHbIn MeTod, ABAFIOWMNCA «3010TbIM CTaHAapTOM» AMArHOCTUKM M3y4aeMoro 3aboneBaHus Wau
COCTOSIHMS, MPU 3TOM UCCneayembln U pedepeHCHbIN METOAbI AO/MKHbI MPUMEHATLCS HE3aBMCUMO APYr OT Apyra (T.e. uccneayemblnt MeTos
He MOXeT 6bITb HacTblo pedepPeHCHOro) U AOMKHbBI MHTEPNPETUPOBATLCH UCCnefoBaTenem 6e3 3HaHWA pe3ynbTaToB NPUMEHEHUS APYroro
MeToAa (peKoMeHAyeTCst UCnonb30BaTh ocnenneHune) [9].

Ouenkn YAl ang 1.-p. 0 AUArHOCTUHECKOM BMELLATENbCTBE

v

®opmupoBaHue Kputepmes BkIKOYeHNS K B cuctematnyecknii c60p [LOKasaTesbCTB:
« NONyNALMS NALNEHTOB
« iCCNeayeMoe BMeLlaTenbCTBo
* 13y4aeMblii NCXOA
* MEAMLMHCKAA TeXHONOrns CPaBHEHUs (NP HE06X0ANMOCTH)

v

CnctemaTuyecknii nomck 1 0T60p ny6nnkawmi

v

OTHocuTCS
Onpepnenexve YA Ha HaiigeHbl nu NN T.-p. K GPP
0CHOBAHUW CaMOT0 BLICOKOTO | 1A CUCTeMaTYecKie nA Haiinet HET USUKANbHOMY 0CMOTPY, IA (Cnoxmewascs
[V13aiiHa KaK BXOAALNX B |<€— -« —> >
7 0630pb! K2 c6opy aHamHe3a/xanoo, KNNHMYeckas
CMCTeMaTUYeCKNiA 0630p, TaK I 1 He BXOASLINE ' opraHu3auum NPaKTKa)
[ONOJTHNTENbHO HailAHHbIX B Hux KN? MeNLNHCKOI P

nomowun?

l HET

HET ¢

YO [ 2-4 B 3aBUCUMOCTH
0T Habopa uccnefoBaHni
CaMoro BbICOKOro An3anHa

YOL 1-4 B 3aBUCUMOCTH
0T Ha6opa uccnefoBaHni
€aMoro BbICOKOr0 An3anHa

yons

(MHEHue 3KCnepToB)

Puc. 1. Anroputm onpeaeneHnsa ypoBHS 4OCTOBEPHOCTH AOKa3aTeNbCTB A5 AMAarHOCTUYECKUX BMEWaTeNnbCTB
MpumeyaHme. YO — ypoBeHb JOCTOBEPHOCTH AOKA3aTeNbCTB, T.-p. — Te3Uc-pekomeHauns, KM — KnMHu4ecKoe uccnegoBaHue.

B cnyyae ecnn KM Hanbonee BbICOKOro gnsanHa
ABNFETCS CUCTEMATUYECKUIM 0630p (MM HECKOJNIbKO
cucTeMaTMYeCKMX 0630p0OB), M NMPU 3TOM HanaeHbl KU,
He BOlWeWne B AaHHbIM CUCTEMATHUYECKMI 0630p NO
npuynHe 605ee No3aHen gatbl Ny6AMKaLMKU, TO HEOD-
XOAMMO OLEHUTb, OTINYAIOTCS I BbIBOAbI HAMAEHHO-
ro cucremartmyeckoro o63sopa n KW, He Boweawmnx
B HEro, no ucxoaam, BKJIIOYEHHbIM B KPUTEPUN CUCTE-
MaTU4YeCKOoro noncka u otéopa nyéamnkauum [9, 10].

B cnyvae ecnu BbiBOAbI OTOGPAHHOIO CUCTEMATU-
4yecKoro o63opa (MM HECKONIbKMX CUCTEMATUYECKMUX
0630p0B) 1 HE BKJIOYEHHbIX B Hero KM, oueHunBatowmx
KNMHUYECKY0 3bDEKTUBHOCTL M/MNKM 6e30NacHOCTb
M3y4aemMoro AMarHoCTUYEeCKOro BMellaTenbCcTBa, He
oTnunyatoTes, To ana onpeaenexnuns YA v nocnenyto-
wero onpegenerHuns YYP ncnonb3yetcs oTOOGPaHHbIN
cuctemaTmyeckum o63op [9, 10].

B cnyyae ecnu BbiBOAbl OTO6PAHHOIO CUCTEMATU-
4yecKoro o63opa (MM HECKOJIbKMX CUCTEMATUYECKUX
0630p0B) U HE BKJIIOYEHHbIX B Hero KM, oueHunBatoumx
KNMHUYECKYID 3PPEKTUBHOCTb M/MNn 6€30NacHOCTb
M3y4aemMoro AWarHOCTMYECKOro BMellaTenbCcTBa,
oTnunyatoTes, To ana onpegenenunsa YA v nocnenyto-
uwero onpenenexHnsa YYP ncnonb3yeTcss COBOKYMNHOCTb
oTaenbHbix KM — KaK BK/IOYEHHbIX B cUCTEMATHYE-
CKUM 0630p, TaK M AONONHUTENBHO HanaeHHbIX [10].

OnpepenexHune YYP ana gMarHOCTMYECKUX BMeLla-
TEeNbCTB BKOYAET cneaylowme atansbl:

1) oueHKy MeToaonorundyeckoro kKavectea KW, Ha
OCHOBaHMM KoTopbIX oLeHmnBanca YO (1.e. ana KU
UM coBOKynHocTn KN Hanbonee BbICOKOro An3an-
Ha, OTOOPaHHbIX MO MTOram CUCTEMATMYECKOro
noucKa n otéopa nybavKauummn, cornacHo nepap-
xuu an3anHoB KW, npeactaBneHHon B Taba. 1);
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Ta6nuuya 2. LLIkana onpegeneHns ypoBHen y6eanTenbHOCTU peKoMeHAaUui ansg AuarHoCTMYeCKUX BMellaTeNbCTB

YYP PacwudpoBKa
A OpHo3Ha4YyHas (cunbHasa) pekoMeHJauus (Bce uccnefoBaH1s UMeoT BbICOKOE WK YA0BIETBOPUTENIbHOE
METOA0/I0rM4EeCKOE KavyeCcTBO, MX BbIBO/bl MO MHTEPECYIOWMM UCXOAaM ABASIOTCS COracoBaHHbIMM)
B HeopHo3Ha4yHas (ycnoBHas) pekoMeHaauus (He Bce uccnefoBaHns UMEOT BbICOKOE UKW YAOBIETBOPUTENbHOE

METOA0JIOrM4YEeCKOE Ka4yeCTBO, U/WUN UX BbIBOAbLI MO MHTEPECYIOWMM UCXOLaM He ABAAIOTCS COrnacoBaHHbIMM)

corfiacoBaHHbIMK)

Huskas (cnabas) pekomeHaLuna — OTCYTCTBME JOKa3aTeNbCTB HaA/lexallero KayecTBa (Bce UCC/ieoBaHums
C MMEIOT HU3KOE MeTOJ0/I0NMYeCcKoe Ka4eCTBO U UX BbIBObl MO NHTEPECYOWWUM UCXOAaM HE ABNAIOTCA

lMpumeyarne. YYP — ypoBeHb y6eAMTENbHOCTU PEKOMEHJALIMNN.

2) B cnyvae ecnun YO oueHuBancs Ha OCHOBaHWMU
6onee ogHoro KU, npoBoanTCcsa OLEHKa cornaco-
BaHHOCTM pe3ynbTatoB KW, Ha OCHOBaHWKU KOTO-
pbix oueHmBanca YA (T.e. AN COBOKYMHOCTU
KW Hanbonee BbICOKOro Au3anHa, OTOOPaHHbIX
no UToram cucTemMaTM4ecKoro noucka u otbopa
nyénnKkaummn, cornacHo nepapxmu amsanHoB KW,
npeacTtaB/ieHHON B Tab. 1);

3) onpenenenve YYP Ha OCHOBaHMKM MeToAonormye-
CKOro KayecTtBa W COrnacoBaHHOCTU pe3ynbTaToB
KW, Ha ocHoBaHMKM KOTOpbIX oueHuBanca Y[
(tabn. 2) [10].

Mpn oueHke YYP pgna Te3unca-peKoMeHaaumu
pPEKOMEHAYETCA YyyYMTbiBaTb pa3mep apdeKTa auar-

COOTHOLWIEHMSA MONb3bl M BpeJa paccMaTpMBaAEMOro
J[IMarHOCTUYECKOro BMeLLaTeNbCTBa C YKa3aHUEM Ha
METOAMKY, COrlacHO KOTOPOM OLIEHMBANIOCh 3TO COOT-
HOLIEHWe; yKa3blBaTb, KaK OLEHKa AaHHbIX napame-
TPpOB NoBAMUsiNa Ha oueHKy YYP [10].

AnroputMm onpegenenus YYP ana guarHocTude-
CKMX BMeLLaTeNbCTB NPeACcTaB/iEH Ha puUc. 2.

Mpun onpeneneHnn YYP ana auarHOCTUYECKUX BME-
lwaTenbCcTB MeToAonornyeckoe Kavectso KM oueHum-
BaeTcs rno ony6JMKOBaAHHOM PYCCKOA3bIYHOM BEPCUM
COOTBETCTBYIOLLIENO BOMPOCHUKA, B OCHOBE KOTOPOro
nexut metoamka QUADAS [9, 10].

MeTogonornyeckoe Ka4yecTBO nccneaoBa-
HWUMA  OWarHOCTUYECKMX  BMELWaTenbCTB  MOMXHO

HOCTMYECKOr0 BMelWaTeNbCTBa, a TaKXe OLEHKY OLIeHUTb TONbKO Ana Aokasatenbcts ¢ Y[ 1-3.
Ouexka YYP
ang 1.-p.
0 IUArHoCTUYECcKOM
0nHOBPEMEHHOE BbINONHEHHUE TPEX YCNOBHi BMeLIaTeNbCTBe
1. Bce uccnefoBaHns UMEKOT BbICOKOE UK
BNETBOPUTENLHOE METOAONOTMYECK
VYPA 3 Y,0BNETBOPUTENBHOE METOAONOTMYECKOE
Ka4yecTBo
2. BblBOAbI MCCNE[0BAHNIA N0 NHTEPECYIOWMM
NCXOAAM SABNAKTCA COrNAcOBAHHBIMU®
- Bbinonuexue xoTs 6b1 0AHOT0 M3 YCNOBHI Ouenka VIO ans
. He Bce nccnepoBanns UMeIOT BbICOKOE UK Ouenka (YAA 1w 2) HArHOCTUYECKOrD va
VYPB |« | YROBIETBOPUTENbHOE METOAONOTMHECKO® < | * MeTomonornyeckoro kadecTsa KIl | < BMELIATENbCTBA HA > 2ums
) ga”eCTBO . « COTMacoBaHHOCTM BbIBOA0B KU ocHosanun KU vanGonee i
. BbiBOAbI UCCNEf0BAHMI NO VIHTepeCyIOLLlTM BLICKOr0 AH3aliHA
NCX0AAM He IBNAKTCS COrNacoBaHHbIMU
BbinonHeHue x0T 6b1 0AHOr0 N3 YCNOBHIA
1. He BCe uCCNeL0BaHUA UMEIOT HU3KOE
YYPC < METOJ0N0rN4eCKOe Ka4ecTBo
2. BbiBOAbI UCCNEA0BAHNIA N0 UHTEPECYHOWNM YYPC
CX0fiaM He SIBNSOTCSA COTNAacoBaHHbIMMU™
= \
BbinonHexue xoTs 6bl 04HOr0 U3 YCNOBUIA
1. He BCe nccnefoBaHns NMeIOT BbICOKOE NN Ouenka (YAA 3)
VYPB YAOBNETBOPUTENbHOE METOAONOMMYECKoe « METORONOrM4EcKoro kavectsa KUl
Ka4ecTso . + COrNacoBaHHOCTY BbIBOAOB KU
2. BblBOAbI MCCNEL0BAHNIA MO NHTEPECYIOLWMM
MCX0AaM He ABNAKOTCSA COrNacoBaHHbIMU®
BbinonHexue xoTs 6bl 0AHOr0 U3 YCNOBUI
1. He BCe nccnefoBaHns UMeoT HU3K0e
YYPC | <— METOAO0NOrnYeckoe kayecTBo <

1CX0JaM He ABNAKTCA COrNacoBaHHbIMN®

2. BblBOAbI MCCNEL0BAHNIA N0 NHTEPECYIOLMM

Puc. 2. lMpouecc onpeaeneHns ypoBHs y6eanuTebHOCTU peKoOMeHAaLUni AN AMarHoCTUYEeCKUX BMellaTeNlbCTB

lNpumeyaHne. * — B cnyvyae ecnu oueHuBaetca oaHo KW, To gaHHoe ycnoBue He yuuTbiBaeTcs. YA4/YYP— ypoBeHb AOCTOBEPHOCTHU
[lOKa3aTenbCTB / yoeauTeNbHOCTU PEKOMEHJaUNM, T.-p. — Te3uc-pekomeHaaums, KM — KanHu4eckoe nccnegoBaHue.
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[NokasatenbcTtBa ¢ Y4/ 3, cornacHo BOMPOCHMKY NO
OLIleHKe METOAO0NI0OrMYECKOro KayecTBa OJHOMOMEH-
THbIX MCCNEeNOBaHWW, He MoJjiydaT BbICOKONO METO-
JIONIOrMYECKOro KayecTtBa, MO3TOMYy Te3MCaM-pPeKo-
MeHaaumam ¢ YOO 3 MOXKeT 6biTb MPUCBOEH TOJSIbKO
YYP B unu C [10]. JokasaTtenbcTBa ¢ YA/ 4, cornacHo
BOMPOCHWKY METOA0N0rMYECKOro KayectBa OHOMO-
MEHTHbIX UCCNeaoBaHUI, HEe Mony4aT BbICOKOTrO WU
YAOBJ/IETBOPUTENBHOIO METO/I0/IONMYECKOro Ka4ecT-
Ba, noatomy YA 4 MOXeT 6biTb MPUCBOEH TOJIbKO
YYP C [10]. JokasaTtenbcTBa ¢ YA/ 5 aBns0TCA AOKa-
3aTenbCTBAMM CaMOro HUM3KOro KavecTBa, MO3TOMY
OHW HEe MOryT MMeTb HUKaKon apyron YYP, kpome C.
Bo3morkHble KomOuHauumn YO0 1 YYP ona gnarHocTu-
YECKMX BMellaTeNbCTB NpeacTaBeHbl B Tab. 3.

B cnyvae ecnu Bbi6paHo 6onee ogHoro KM Hau-
6onee BbICOKOro Au3ailHa, npu onpeaeneHun YYP
OLIeHMBAETCs COrnacoBaHHOCTb pPe3ynbLTaToB OTAE/b-
HbIX MCCNEeAOBaHMW, OTOOPaHHbLIX ANA oueHku Y[,
n nocneaytouen oueHkn YYP. Pesynbratel KU cunta-
IOTCHA cOrnacoBaHHbIMK, ecnn Bo Bcex KN BbigBNeHO
OIMHAKOBOE HanpaBneHne addeKkTa U, Kak crneact-
BWE, cAenaHbl 0oAHOHanpPaBfieHHble BbIBO/bl, TO €CTb
npenmyLLecTBo BMellaTebCcTBa A nepe BMellaTelb-
cTBOM B BbiiBNeHO BO Bcex KM Hanbonee BbICOKOro
ansanHa. Ecnn ouennBaetcsa ogHo KU, To Kputepun
COrNacoBaHHOCTU He y4YUTbIBAETCH.

YYP onpepensercss Ha OCHOBaHMM METOAO0M0rMYe-
CKoro kadectBa KM, cornacosaHHOCTM pe3ynbraToB KU,
Ha OCHOBaHWKW KOTOPbIX oueHuBanca YA/ (cm. Taén. 3).

Ta6auuya 3. Bo3MOoXHble KOMOMHaLU MK YPOBHEW JOCTOBEPHOCTH AOKa3aTeNbCTB U YOeaAUTENbHOCTM peKoMeHaauum ans
NarHoCTUYECKMUX BMeLlaTeNbCTB

UTorosbin

yaon Kputepum onpepenexHusa YYP YYP

OAHOBPEMEHHOE BhINO/IHEHWE ABYX YCNOBUM:

1) BCe UccneaoBaHUs UMEIOT BbICOKOE UKW YAOBNETBOPUTENIbHOE
METOA0/I0rMYECKOE KayecTBO; A

2) BbIBOAbI UCCIEA0OBAHUIM MO MHTEPECYIOLWUM UCXOAaM ABNSIOTCS
cornacoBaHHbIMU*

1. Hanbonee goctosepHble | BbinonHeHWe x0T 6bl O4HOIO U3 YCIOBUNI:

[loKasaTenbCTBa: 1) He BCe UccnefoBaHUs UMEIOT BbICOKOE WIW YA0BIETBOPUTESIbHOE
cucTeMatmyeckme 0630psbl METOA0/I0rM4YEeCKOE Ka4yeCcTBo; B
MUCCNeA0BaHMM C KOHTPOSIEM | 2) BbIBOAbI UCCNIEA0BAHUI NO UHTEPECYIOWMM UCXO4aM HE ABASAIOTCS

pedepeHCHbIM METO0M cornacoBaHHbIMU*

BbinonHeHne xoTa 6bl 0AHOIO U3 YCIOBUNI:

1) BCe UccneaoBaHUs UMEOT HU3KOE METOI0/I0MMYECKOE KavyecTBO; c

2) BbIBOAbI UCCNEeNOBAHUI NO UHTEPECYIOWMM UCXO4aM HE ABASAIOTCA
cornacoBaHHbIMU*

OaHOBpPEMEHHOE BbIMONHEHWE [1BYX YC/IOBUM:

1) BCe UccneaoBaHnsd MMEIOT BbICOKOE WK Y0BNETBOPUTESIbHOE
METO/0/I0rM4ECKOe Ka4ecTBo; A

2) BbIBOAbI UCCIIEJOBAHUIA MO MHTEPECYIOLWUM UCXOaM ABMAIOTCA
cornacoBaHHbIMK*

BbinonHeHne xoTa 6bl 0AHOIO U3 YCII0BUMI:

1) He BCce nccneaoBaHMa MMEIOT BbICOKOE UK Y10OBNETBOPUTENbHOE
METOA0/I0rM4YEeCKOe Ka4yecTBo; B

2) BbIBOAbI UCCNEOBAHUI MO MHTEPECYIOLUM UCXOAaM He SBASIOTCSA
cornacoBaHHbIMU*

2. 0OTaenbHble
ncenenoBaHUs ¢ KOHTPOJSIEM
pedepeHCHbIM METOIOM

BbinonHeHWe xoTa 6bl OAHOIO U3 YCNOBUNI:

1) BCe uccneaoBaHus UMeT HU3KOE MEeTO/10/I0FMYEeCKOoe KavyecTBO; c

2) BbIBOAbI UCCEOBAHUI MO MHTEPECYIOLWUM UCXOAaM He SBASIOTCS
cornacoBaHHbIMU*

BbinonHeHne xoTa 6bl 0AHOIO U3 YCII0BUM:

1) He BCe nUccneaoBaHnsa MMEKT BbICOKOE UMW yA0BNETBOPUTEIbHOE
METOA0/I0rM4EeCKOE KavyecTBo; B

2) BbIBOAbI UCCEAOBAHUI MO UHTEPECYIOWMM UCXO4aM HE ABASAI0TCA
cornacoBaHHbIMU*

3. UccnepoBaHuns 6e3
nocnefoBaTenbHOro
KOHTPONS pedepeHCHbIM
METOAOM UNn
ncenenoBaHus ¢
pedepeHCHbIM METO/IOM,
He ABNsoLWMMCS
HEe3aBUCUMbIM OT
nceneayemoro Metoaa

BbinonHeHne xoTa 6bl 0AHOIO U3 YCIOBUMI:

1) BCe UccneaoBaHUs MMEOT HU3KOE METOI0/I0NMYECKOE KavyeCcTBO; c

2) BblBOAbI UCCNEAOBAHUI NO UHTEPECYIOWMM UCXO4aM HE ABAAIOTCA
cornacoBaHHbIMU*

4. HecpaBHUTENbHbIE UCCIEA0BaAHUSA, ONUCAHUE KIIMHMYECKOro ciyYvas C
5. HanmeHee gocToBEpPHbIE JOKAa3aTeNbCTBA: UMEETC NUlb 060CHOBaHWE MeXaHN3Ma AeNCTBUS UK MHEHUE c
3KcnepToB

lMpumevaHue. ¥ — B cnyvyae ecnm oLeHMBAETCA O[IHO KIIMHUYECKOE UccefoBaHue, To JaHHOE yCNIoBME He YYnTbiBaETCS.
YO4/YYP — ypoBeHb JOCTOBEPHOCTM AOKA3aTeNbCTB/y6eAnTENbHOCTU PEKOMEHAALMN.
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Ta6nuuya 4. LLIkana onpegeneHuns ypoBHeN JOCTOBEPHOCTU JOKa3aTeNbCTB ANS Ie4ebHbIX, peabunmuTaLnuoHHbIX,
npoduNakTUYEeCKUX BMeLLaTeNbCTB

van Uepapxua au3anHOB KJIMHUYECKUX UCCIeJOBaAHUI NO YObIBaAHUIO YPOBHSA
AOCTOBEpPHOCTHU floKa3aTtenbcTB (YA4A)oTr1 go 5
1 Cuctemartmnyeckui 063op PKM ¢ npumeHeHnem MeTaaHanmaa
2 OtgenbHble PKU 1 cuctematnyeckme 0630pbl UccneoBaHui 11060ro ausanHa (nomumo PKU) ¢ npumeHeHnem
MeTaaHanunaa

3 HepaHLoMU3WpOBaHHbIE CpaBHUTESIbHbIE UCCIE40BaHUSA, B T.4. KOFOPTHbIE

KOHTPO/b»

4 HecpaBHUTENIbHbIE UCCNEeLOBaHUA, ONUCAHUE KIIMHWUYECKOTO Cy4as Uin CEpUn Clly4aeB, UCCNIEL0BaHMS «Cnyvyan-

MHEHNE IKCNepToB

5 MmeeTcs n1wb 060CHOBaHWE MEXaHU3Ma AeNCTBMSA BMellaTenbCcTBa (JOKIMHUYECKUE UCCNea0BaHKs) nnm

Mpumeyarne. PKN — paHAOMU3MPOBAHHbLIE KOHTPOMPYEMbIE UCTIbITAHUS.

OnpepaeneHue ypoBHS JOCTOBEPHOCTHU
AOKa3aTeNnbCTB A1 Ne4YeOHbIX,
peacunauTaLoHHbIX, NPOPUIAKTUHECKUX
BMellaTeNbCTB

lMpoBoauTcsa nocnegoBartenbHO B 3 3Tana:

1) onpeaeneHve amsanHa Bcex KW, oTo6GpaHHbIX
B pe3y/bTate cMcTeMaTUYeCKOoro nomcka u otéopa
nyénukaummn o KU;

2) Bbi6op ausariHa KW, obecneymBatollero Hambo-
Nnlee [0CTOBepHble [AoKasaTenbCTBa (ganee —
Hanbonee BbICOKOro Au3anHa), UIN COBOKYMHO-
CTW UCCNeaoBaHUM TaKoro An3anHa, oTo6paHHbIX
B pe3yNbTate cMcTeMaTUYeCKOoro nomcka u otéopa
nyénukaumn o KM B COOTBETCTBMMU C MeEpapXMEN
an3anHoB KU,

3) onpenenenve YA Ha ocHoBaHuu KW Hanbonee
BbICOKOr0o AM3anHa nan coBokynHoctn KM Takoro

Au3anHa B COOTBETCTBUM CO LWKaNoW oueHkn YA/
ONns ne4ebHbIX, peabunmtaLmMoHHbIX, MPOGUIaKTH-
yeCcKux BMmellatenbcTs (tabn. 4) [10].

Anroput™m onpegenexnunsa YA anga ne4ebHbix, pea-
OUANTALMOHHBIX, MPODUNAKTUHECKNX BMELIATENbCTB
npeacTaB/ieH Ha puc. 3.

B cnyvyae ecnu KN Hanbonee BbICOKOrO AvM3anHa
ABNAETCH CUCTEMATUMYECKMM 0630p (MM HECKOMNbKO
CUCTEMATMYECKNX 0630POB) C MPUMEHEHMEM METaaHa-
Nn3a, n Npu 3ToM HanaeHbl KM, He Bolewne B AaHHbIN
CUCTEMATMYECKNIM 0630p MO NpuyMHEe 6onee No3aHEN
AaTbl nyénnMKauun, Heo6xoanMMOo OLIEHUTb, OT/IMYAKOTCH
11 BbIBOAbl HAWAEHHOrO cucTeMaTU4ecKoro o63opa
n KU, He Bolleawunx B HEro, No Ucxoaam, yaoBneTBops-
OLLMM KPUTEPUSIM CUCTEMATMHECKOro NMOMCKa U 0T60-
pa nybnukaummn [10]. B cnyvyae ecnu BbIBOAblI OTO-
6paHHOro cMcTeMaTM4eckoro o63opa mMccnegoBaHuim

Ouexku YA ans 1.-p. 0 neye6Hom, npothnnakTM4ecKkoM, XMpypru4eckom
BMELIATENIbCTBE UM PeabunuTayMoHHOM MEPONPUATHM

v

dopmupoBaHne Kputepues BktoYeHns K B cuctematnyecknii c6op A0Ka3aTenbCTs:
« MONYNALMS NaLNeHTOB
 ICCNeyeMoe BMeLLaTenbCTBo
© U3y4aeMblii UCXOA
* MEANLMHCKAA TEXHONIOrNA CPABHEHMUS (NPU HEOOX0AMMOCTH)

v

CnctemaTtnyeckuii nonck u 0Toop nybankawmi

v

OTHoCHTCA
i NT.-p. K GPP

BbinonHeHne NoBTOPHOro HaiineHbl nn

‘ﬂA MeTaaHann3bl fiA HaiteHbl HET, hu3nKanbHOMy 0CMOTRY, RA (Cnoxusuascs

06oGuierus Kl = -« c60py aHamHe3a/xanob >
nposejeHne MeTaaHanmsa W He BXoasLue nn Kn? y ) KINMHUYecKas
B HuXx KI? opranusauuu npakTnka)
MeANLNHCKON

} e

VAA1 YO 1-4 B 3aBuCUMOCTH
0T Ha6opa uccnefoBaHNi

(MeTaaHanus) N
€amoro BbICOKOT0 A1n3aiiHa

nomowu?

HET ¥

yans

(MHeHue 3aKcnepToB)

Puc. 3. MpoLecc onpeaeneHus ypoBHs JOCTOBEPHOCTH A0KA3aTeNbCTB ANs 1e4ebHbIX, TPOdUIaKTUYECKUX, XMPYPrUYECKUX BMellaTeNbCTB

1 peabuIUTaLMOHHbIX MEPONPUATHI

lMpumeyaHune. YO, — ypOBeHb JOCTOBEPHOCTU JOKA3aTENLCTB, T.-p. — Te3uc-pekomernaums, KM — KnMHu4eckoe nccnefoBaHue.
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Ta6auuya 5. LLIkana onpegeneHus ypoBHeN y6eaAnTeIbHOCTU peKoMeHaauum ans nevyebHblx, peabuinTauMOHHbIX,

npodunakTMyecK1x, BMeLaTenbCcTs

YYP PacwudpoBKa

OaHO3HayvyHas (CunbHas) peKoMeHaalUns (Bce paccmaTpmMBaeMble KpUTepun adPEKTUBHOCTU (MCXOAbI) ABASIOTCA
A Ba)KHbIMU, BCE UCCNENOBAHNSA UMEIOT BbICOKOE MW YAOBNETBOPUTENIbHOE METOA0/I0MMYECKOE KaYecTBO, UX
BbIBOAbI MO MHTEPECYIOLMM UCXOAaM SABNSIOTCS COrnacoBaHHbIMM)

HeoaHo3HayHas (ycoBHas) pekoMeHaauus (He Bce paccmatpuBaemble Kputepum addeKTUBHOCTHU (MCXOLbI)
B ABNAIOTCS BaXHbIMU, HE BCE UCCIEA0BAHUS MMEIOT BbICOKOE UM YAOBIETBOPUTENIbHOE METOI0I0TMYECKOEe
KayeCTBO U/ UX BbIBOAbLI MO MHTEPECYIOLLMM UCXO4aM He ABNSIOTCS COrnacoBaHHbIMK)

Hu3kas (cnabas) pekoMeHaauusa — OTCYyTCTBME AOoKa3aTebCTB HaZ/lIeXallero KayecTsa (Bce paccMaTpMBaeMble
C Kputepum adpOEeKTUBHOCTHU (MCXObl) ABAAIOTCS HEBAXKHbIMU, BCE UCCNEeA0BaHMA UMEIOT HU3KOoe
METO0/IOrMYECKOE Ka4yeCTBO M UX BbIBOAbI MO MHTEPECYIOLLMM UCXOAaM He SBASIOTCA COrTacoBaHHbIMM)

lpumevaHue. YYP — ypoBeHb yOeaANTENIbHOCTM pEKOMEHJaL W,

nto6oro An3anHa ¢ NPUMEHEHNEM MeTaaHanmnsa (Mnu

HECKOJIbKMX TaKUX CUCTEMATUYECKMX 0630pOB) M He

BKJIIOYEHHbIX B Hero KM He oTnunyatoTes:

e ans onpepenexusa YA v nocneaylowero onpeae-
nenua YYP ncnonb3yetca oTo6paHHbIM cucTeMa-
TUYECKNM 0630p UccnegoBaHWM C NPUMEHEHUEM
MeTaaHanusa;

°® Heob6XoAMMO BbINOMHUTL MOBTOPHOE 0606lLEHME
pe3ynbTatoB WUCCAefoBaHWM C y4eTOM HaWaeH-
HbiIX KW (T.e. BbIMOIHUTb NOBTOPHbLIN MEeTaaHanus,
B KOTOpbiK 6yayT BKAoYeHbl KU, He Boweglme
B CUCTEMATUYECKNIM 0630p UccnegoBaHnm Nob6oro
An3arHa C NPMMEHEHNEM MeTaaHanunsa, onybnu-
KoBaHHoOro paHee) [10].

B cnyyae ecnu nccnepoBaHMeM Hanbonee BbICO-
KOro An3anHa sBasieTcsa cucteMaTmyeckum 063op 6e3
NPMMEHEHUS MeTaaHanu3a, 7o Ang onpeaenenuvs Y4/
MCMNONb3YIOTCA OTAENbHbIE UCCNEeA0BaHMWS, BKIIOYEH-
Hbl€ B laHHbIN CUCTEMATUYECKUI 0630p, COMNacHO UX
ansanHy [10].

OnpepeneHue ypoBHA yoe4UTENIbHOCTH
pPeKoMeHaauun AN 1e4eoHbix,
peadéunuTauMuoHHbIX, NPodUIaKTUYECKUX
BMelwaTtenbcTB Npu GoOpMUPOBAHUU KAXKA0I0
Te3uca-peKomMmeHjauuu

MpoBOANTCA C Y4ETOM BaXHOCTU UCXOJ0B U BKIIO-

YyaeT cneayloume atansbl:

1) oueHKy MeToaoforndyeckoro kKadvectea KW, Ha
OCHOBaHMM KOTOopbix oueHuBancsa YA (1.e. ang
KW unnn coBokynHoctn KW Hambonee BbICOKOro
In3anHa, OoTo6paHHbIX MO UTOramM cucTemMaTuye-
CKOro noucka n otéopa nybnmKauumn);

2) B cnyvae ecaun Y[ oueHMBaNCs Ha OCHOBaHWUU
6onee ogHoro KW, npoBoaMTCs OLLEHKaA cornaco-
BaHHOCTM pe3ynbtatoB KW, Ha OCHOBaHMKU KOTO-
pbix oueHmnBanca Y4.4;

3) OLEHKa Ba)HOCTM UCXOA0B MPUMEHEHUS Nevyeb-
HOro, peabunnTaLMOHHOro, NPodUIaKTUYECKOro
BMelLaTeNbCTBa;

4) onpepenexHne YYP Ha OCHOBaHMM METOAOSOrMnYe-
CKOro KayecTBa, COrNacoBaHHOCTU pPe3ynbTaToB
KW, Ha ocHOBaHWM KOTOpbIX oueHuBanca YOU,
M BaXHOCTM ncxonos (tabn. 5) [11].

Mpn oueHke YYP pana Te3uca-pekomMeHaaumu

PEKOMEHAYETCS YYMUTbIBaTb CTeNeHb addeKkTa meau-

LIMHCKOro BMellaTeNnbCTBa, a TaKKe OLeHKY COOTHO-
LeHUs NoNb3bl U Bpeda paccMaTpMBaemMoro Meau-
LIMHCKOro BMellaTe/IbCTBa C YKa3aHneM Ha METOAUKY,
COrNacHO KOTOPOM OLEHMBANOChb 3TO COOTHOLLEHHUE,
a TaK)Ke yKasblBaTb, KaK OLleHKa AaHHbIX NapamMeTpoB
nosnusana Ha oueHky YYP [11].

Mpouecc onpeanenenus YYP ana nedyebHbIX, pea-
OGUNUTALMOHHbBIX, MPODUNAKTUYECKUX BMELIATENLCTB
B rpadmMyeckomM Buae npeacTtaBfieH Ha puc. 4.

MeTopgonornyeckoe KadyectBo KW Heobxoau-
MO OuUeHMBaTb B 3aBUCUMOCTM OT WX [AM3aKHa.
PekomeHayeMbIMU PYCCKOA3bIYHbIMWU BOMPOCHUKaMM1
ONa OUEeHKM meTogonormyeckoro kadectsa KU aBnqa-
loTC:

° [N cucTeEMaTUYECKUX 0630POB C MPUMEHEHUEM
MeTaaHanuM3da — MeToaunKa [12], aBngtouancs pyc-
CKOS3bIYHOM Bepcuen onpocHnka AMSTAR [11];

e ana PKM — wmeTtoamKka [13], B OCHOBE KOTOpOM
nexat Kputepuu pykoBoacTBa KOKpaHOBCKOro
coobuecTBa [14];

® N5 KOTFOPTHbIX MCCNEAOBaAHUA U MCCNEAOBaHUM
«CNy4amn-KOHTPONb» — METOAUKKU [15], aBnsatoLm-
ecs pPycCKOsI3bl4HOW Bepcuen WwKanbl Hblokacn—
OTTaBa [16].

OueHKa METOAONOrMYECKOro KayecTBa  ABAS-
€Tca BO3MOXHOM Tonbko ana YA 1-3 (tabn. 6).
JokazatenbctBa ¢ YA/ 4 n 5 aBnatotca JoKa3aTenbCT-
BaMW CaMOro HU3KOro Ka4ecTBa, M03TOMY OHW HE MOTYT
UMeTb HMKakom apyron YYP, kpome C (cm. Tab. 6).

Mpn onpeaenenunn YYP oueHnBaeTcs cornacoBaH-
HOCTb Pe3yNbTaToB OTAE/NbHbIX UCCNeAOoBaHUI, OTO-
6paHHbIX Ans oueHkn YO n nocneapywowen — YYP.
Pesynbratbl KW cuuTaloTcsd cornacoBaHHbIMU, €Cu
BO Bcex KW BbIIBNEHO oAMHAKOBOE HanpaBieHue
adpdeKTa, U, KaK cneacTteune, caenaHbl ogHoHanpaBs-
NIeHHble BbIBOAbI O MNPEWMYLIECTBE BMELIATENbLCT-
Ba A nepen BMmewaTtenscTtBom B, B cnyvae ecnn KU
Hanbonee BbICOKOro Au3anHa 6onee oaHoro. Ecnu
oueHuBaeTcsa ogHo KW, To Kputepun cornacoBaHHoO-
CTU He yunTbiBaeTcs [14, 15].

Mcxoabl, HabngaeMble y NaLUUMEHTOB B pe3ynbrate
NPUMEHEHUA MEANLIMHCKOro BMeLLaTeNbCTBa, AO/IKHbI
OblTb OMpefeneHbl Kak BaxKHble U HeBaHble. K Bax-
HbIM MCXO[laM OTHOCSITCS BCE KJIMHWYECKME («KOHEeY-
Hbl€») UCXOAbl U CyppPOraTHble UCXOAbl, OLlEHEHHbIE MO
BaMAM3NPOBAHHbLIM LWKanam, W/uUnu cypporatHble
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Puc. 4. Mpouecc onpeaenexusa YYP ana ne4yebHblx, NPOGUNAKTUHECKMX,
XMPYPruyecKnx BMelaTenbCTB U peabunutaulMoHHbIX MEPONPUATUI

lpumeyaHue. * — B cnyvyae ecnu oleHnBaeTcs ogHo KM, To faHHoe ycnosue
He yuuTbiBaeTcs. Y44/YYP — ypoBeHb JOCTOBEPHOCTM JOKa3aTeNbCTB /
y6eanTenbHOCTH peKoMeHaaumun, T.-p. — Te3uc-pekomergauns, KM — knmHuyeckoe

0 neye6HOM, npothunakTH4ECKOM,
XUPYPru4eckom BMELaTebCTBe

Ouenka YYP gns 1.-p.

1 peabunuTaunoHHOM
MeponpuaTum

ncenenosaHue.

'

Ouenka (YAAQ 1-2)

Ouenka YA ans nevebHoro,
NpothunakTU4ecKoro, XMpypruyeckoro

* BAXKHOCTH MCX0/a <— | BMEwWaTenbCTBa U peabunuTaunuoHHOro |—p oA
«  MeTof0Nornyeckoro kavyectsa Ki MEDONDHSTHA H’; ocuusau:u K 4unnbd
« cornacoBaHHocTy BbIBof0B KU ponp -
Haubonee BbICOKOro U3anHa
YYPC

0nHOBPEMEHHOE BbINONHEHWE TPEX YCNOBUIA

1. Bce paccmarpusaemble UCCNEA0BaHNA ABAAKOTCA
BaXXHbIMU

2. Bce nccnenoBaHns UMeOT BbICOKOE MK
YAOBNETBOPUTENbHOE METOAO0NOMMYECKOe
Ka4ecTBo

3. BbIBOAbI MCCNEAOBAHNI MO UHTEPECYHOLLUM
1CX0faM ABASIOTCS COrNAcOBaHHbIMM ™

BbinonHexue xoTA 6bl 0AHOr0 U3 YCNOBUIA

. He BCe paccmarpuBaembie UCCEA0BaHNS

ABMAOTCA BAXXHbIMU

. He BCe nccnenoBanns UMetoT BbICOKOE Mm

YA0B/IETBOPUTENLHOE METOA0NOMNYECKOE
Ka4eCTBO

. BblBOABI MCCNEAOBAHNIA MO MHTEPECYHOLNM

1CX0aM He ABNAKTCA COrnacoBaHHbIMN™

BbinonHexune xoTs 6bl 04HOr0 U3 YCNOBUIA

. Bce paccmatpuBaemble MCCnea0BaHUA SBAAIOTCSA

HEBAXHbIMMN

. Bce uccnenosaHus nMeroT HU3Koe

METOJ0/10rn4eckoe Ka4ecTeo

. BblBOABI MCCNEA0BAHNI MO MHTEPECYIOLNM

1CX0JaM He ABNAOTCA COrnacoBaHHbIMN ™

l

l

YYPA YYPB

l

YYPC

Ta6nuuya 6. Kom61HaLMM ypoBHEN JOCTOBEPHOCTHU OKa3aTeNbCTB U YoeaUTENbHOCTU PpEKOMEHJaL MM ANS Ie4EeOHbIX,

peabunuTauMOoHHbIX, MPObUNAKTUHECKUX BMELLATENbCTB (C Y4eTOM BaXHOCTU UCXO0B)

yaon Kputepum onpepenexHusa YYP "T‘;,r;)g"'"
OOHOBPEMEHHOE BhINO/IHEHUE TPEX YC/IOBUM:
1) BCe paccMaTpMBaeMble UCXOAbl ABNAIOTCHA BaXKHbIMU;
2) BCe 1UCCeJoBaHNSA UMELIOT BbICOKOE UK YAOBIETBOPUTENIbHOE METOA0NOMMYECKOe A
Ka4yecTBo;
3) BbIBOAbI UCCIEAOBAHUI NO UHTEPECYIOWMM UCXO4aM ABASIOTCS cornacoBaHHbIMU*
1. Cuctema- BbinonHeHue xoTa 6bl OAHOIO U3 YCI0BUA:
TU4Yeckue 1) He Bce paccMaTpUBaeMble UCXOAbl ABNAIOTCA BaXKHbIMU;
0630pbl PKU ¢ 2) He BCe UccnefoBaHns UMEOT BbICOKOE MW YA0BNETBOPUTENIbHOE METOA010MMYECKOe B
NpUMeHeHneM Ka4yecTBo;
MeTaaHanusa 3) BbIBOAbI MCCEeA0BaHWI MO MHTEPECYIOWMM UCXO4aM He ABNASIOTCA COracoBaHHbIMU*
BbinonHeHne xoTs 6bl 0AHOIO U3 YCIOBUM:
1) BCe paccMaTpMBaeEMble UCXOAbl HE ABNSIOTCA BaXHbIMU; c
2) BCe UccneaoBaHMsa MMET HU3KOEe METOA0/IOMMYECKOE KAaYeCcTBO;
3) BbIBOAbI UCCEA0BAHUI MO MHTEPECYIOWMUM UCXOAaM He BASIOTCS CornacoBaHHbIMU*
OaHOBPEMEHHOE BbINOIHEHWE TPEX YCII0BUM:
1) BCce paccmaTpMBaeMble UCXObl ABNSIOTCS BaXKHbIMU;
2) BCe UccneaoBaHUs MMEKOT BbICOKOE WK Y0BIETBOPUTENbHOE METO0/I0NMYECKOE A
Ka4yecTBo;
g-KaTﬂe”be'e 3) BbIBOAbI UCCIEA0BAHMIT MO MHTEPECYIOLLMM UCXOAaM ABASIOTCA COrNacoBaHHbIMU*
cuctematuyeckune | BoinonHeHue xoTa 6bl OQHOTO U3 YCI0BUMI:
0630pbl 1) He Bce paccMaTpUBaEMble UCXOAbl ABNSAIOTCA BaXKHbIMU;
nccneaoBaHun 2) He BCe UccnefoBaHns UMEOT BbICOKOE MW YA0BNETBOPUTENIbHOE METOA0/10TMYECKOEe B
no60oro AM3anHa Ka4yecTBO;
(nomumo PKWN) 3) BbIBOAbI UCCIEA0BAHUI MO MHTEPECYIOLWMUM UCXOAaM He ABSIOTCS CornacoBaHHbIMU*
C NpUMeEHeHUeM
MeéTaaHannaa BbinonHeHne xoTs 6bl OAHOIO U3 YCIOBUM:
1) Bce paccMaTpMBaeMble UCXO/bl HE ABNSAIOTCA BaXKHbIMU; c
2) BCe UccnefoBaHUsa UMET HU3KOe METOA0/I0MMYECKOE KaYyeCcTBO;
3) BbIBOAbI UCCIeA0BAHUIM MO MHTEPECYIOWMUM UCXOAaM He ABASIOTCSA COornacoBaHHbIMU*
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Ta6auuya 6. Kom6brHaLWK ypOBHEN JOCTOBEPHOCTU IOKa3aTeNbCTB N Y6eaUTeNIbHOCTU pEKOMeEHAaUNN 4119 Ne4ebHbIX,
peabunuTaLnoHHbIX, MPOdUNaKTUYECKUX BMELLATENbCTB (C y4ETOM Ba*KHOCTH ncxonoB) (OKoHYaHue)

UToroBbin

yaa YYP

Kputepuu onpepenenus YYP

OfHOBPEMEHHOE BbINONHEHWE TPEX YCIOBUIA:

1) BCce paccMaTpUBaEMbIE UCXOAbl SBAAIOTCA BaXKHbIMU;

2) BCe WCClieloBaHNsa MMEIOT BbICOKOE WU YA0BETBOPUTENIbHOE METOI0NI0rMYEeCcKoe A
KayecTBo;

3) BbIBO/bl UCCIEA0BAHUI MO MHTEPECYIOLLMM UCXO4aM ABAIOTCA COrNacoBaHHbIMU*

3.
HepaHgomuaupo-
BaHHblE
CpaBHWTENbHbIE
nccneaoBaHus,

B T.4. KOFrOpPTHble

BbinonHeHne xoTa 6bl 0AHOIO U3 YCNOBUN:

1) He BCce paccmaTpuBaeMble NCXoabl ABAAOTCH BaXKHbIMU;

2) He Bce uccliefoBaHnsa UMEIOT BbICOKOE UK YAOBNETBOPUTENbHOE METOA0I0MMYECKoe B
Ka4yecTBO;

3) BbIBOAbI UCCNEA0BAHUIM MO MHTEPECYIOLLMM UCXOAaM He ABASIOTCS cOrnacoBaHHbIMU*

BbinonHeHune xota 6bl 0AHOIO N3 YCII0BUMN:
1) BCce paccMaTpMBaeMble UCXO/bl HE SBNAIOTCS BaXKHbIMU; c
2) BCe uccnenoBaHus UMeoT HU3KOEe METOA0/IOMMYECKOE KavyeCcTBO;

3) BbIBOAbI UCCNEA0BaHUI MO UHTEPECYIOLLMM UCXO4aM He ABASIOTCS corflacoBaHHbIMU*

4. HeCpaBHMTeﬂbele ncenenoBaHuda, onncaHne KIMHM4eCcKoro cnyyvaa nnm cepun cnyvyaen C

5. HaumeHee [0cTOBEPHbIE JOKa3aTeNbCTBaA: UMEETCS /Wb 060CHOBaHWE MexaHu3ma JencTBNUA
(AOKNIMHMYECKME UCCNENOBAHNA) UM MHEHME IKCNEPTOB

lpumeyaHue. * — B cnyvae ecnu oleHuBaetcsa ogHo KW, To naHHoe ycnosue He yuutoeiBaetcsa. Y44 /YYP — ypoBeHb
0OCTOBEPHOCTHM JoKa3aTeNnbCcTB/ybeantenbHoCTn pekomeHgaunn, KU/PKN — knnHnyeckoe ncecnegosaxune /
pPaHAOMMU3NMPOBAHHOE KOHTPOIMPYEMOE UCTbITAHUE.

ncxodbl, AN KOTOPbIX JOKasaHa CBfA3b (accoLMMpo-
BaHHOCTbl) C KJIMHMYECKUMMU («KOHEYHbIMW») UCXoaa-
Mn no pesynbtatam KU [14, 15]. MNepedyeHb BaxKHbIX
N HEBAXHbIX UCXO0B NpeAcTaBeH B Tab. 7.

CB$13b (2CCOLMMPOBAHHOCTbL) CYPPOraTHOro MCXoAa € KIIMHUYe-
CKUM (<KOHEYHbIM») MICXOA0M JOJSIKHA 6blTb JOKAa3aHa Ha OCHO-
Be pesynbratoB KW ¢ nomoLblo MCNonb30BaHUs B3BELEHHON
NIMHEWHOW perpeccuoHHon mogenu (aHrn. Weighted linear
regression model) n koadpduumeHTa getepMmmnHaymn R?, KoTo-
pbii MOXET NpUHUMaTb 3HavyeHus ot O go 1, rae O — oTeyTCT-
BWE 3aBUCMMOCTU/KOPPENsLMM CypporaTHOro Ucxoaa ot Kiau-
HUYECKOro («KOHEYHOro) mcxoga; 1 — nonHas 3aBUMCUMOCTb/
Koppenauus cypporaTHoro ucxoaa OT KJAMHUYECKOrO (<KOHeY-
HOro») ucxoga. PekoMeHayeTca MHTepnpeTupoBaTb 3HaYeHue
KoadoduumneHTa getepMunHaymm R o1 20,50 go <0,80 KaK npu-
emMnemyio Koppensaumio, 3HaveHne >0,80 — KaK 3Ha4YUTeNbHYIO
KOppensaumio CypporaTHOro MCXoAa C KIMHUYECKUM «KOHeu-
HbIM» UCXOZIOM.

YYP onpepensercss Ha OCHOBaHMM METOAO0M0rMYe-
CKoro kadectBa KW, cornacosaHHOCTM pe3ynbraToB KN,
Ha OCHOBaHWKW KOTOPbIX oueHmnBancsa YA/, n BaxKHOCTK
MCX0[0B, HabnogaemMblX Y MauUMEHTOB B pe3ynbrate
NPUMEHEHUST nevyebHoro, peabunuTaLMoOHHOro, MNpo-
punakTnyeckoro Bmelwartenbctea [15]. BO3MOxHble
KomOuHauun YOO v YYP ong neyebHbix, peabunutaum-
OHHbIX, NPODUIAKTUYECKUX BMeLlaTeNbCTB (C YY4ETOM
BaXKHOCTWU MCXO0B) NpeacTaBfieHbl B Tab. 6.

YpoBeHb GPP MoeT 6bITb MPUCBOEH TONbKO:

° Te3ncam-peKoMeHaauuaMm, OTHOCAWMMEa K c6o-
py *anob n aHamHe3a nauueHta, GU3nKanbHOMY
OCMOTPY NaLMEeHTa, a TaKXKe XapaKTepu3ylowum
opraHmM3aumio MeauLMHCKOM nomolun (opraHu-
3aLMI0 MEeAMLIMHCKOro npoLiecca), B ciyyae ecinu

Ta6auua 7. BaxkHble 1 HEBaXKHble UCXOAbl ANA ONpefesieHns YpoBHeEN yoeanTeNbHOCTU peKOMeHaaLmn

BO3MOXHO NepeBecTn B 6VIHaprIe NCXoAbl

Bua ucxopa MepeuyeHb ucxonos KommeHTapui
CmepTb, peunanB, PEMUCCUS, Ka4ecTBO XU3HM (QALY
1 Bannam3nMpoBaHHble ONPOCHUKHK, Hanpumep EQ-5D),
MHBaNMAM3aLMs, NPOAOIKUTENBHOCTL rOCNMTanM3auUmnm, yactota
HeXenaTteNbHblX ABNEHWI, YacToTa NPUMEHEHNS Tepanuu KnnMHn4ecKme («<KOHeYHbIe») UCXOabI
crnaceHus, YyactoTa JOCTUKEHNUS KOHTPOS 60IEBOro CMHAPOMa,
YyacToTa onepaTUBHbIX BMELIATENbCTB, YacTOTa BO3HUKHOBEHMS
OC/IOXKHEHWUK U Np.
Hanpumep, peunams no KpUtepusm
BasKHbIi MNoKa3zaTenun BannamM3npoBaHHbIX* KIMHUYECKUX LKA, KOTOpble RECIST B oHionorum, Wwansl 8

peBmaTonoruu (Hanpumep, ACR, ASAS n
[p.), oueHka Kombl no GLASGO, wkana
nenpeccun beka n amunbsToHa U ap.

[NoKkaszaTenn HeBanMAN3UPOBAHHbBIX KIIMHUYECKUX LLIKanN,
nabopaTopHble NoKa3aTtesin, Cy6beKTUBHbIE OLLEHKW NaLUEHTOB (B
T.4. N0 BU3yaslbHbIM WU @HaJIOroBbIM LWKalam); NPOAOIKUTENBHOCTb
CUMMNTOMOB MpPKY YCN0BUM HANIMYUSA KTIMHUYECKUX UCCNIEA0BaHWN,
noagreepxagatowux accoummpoBaHHOCTb pacCMaTpnuBaemMoro
MCX0AA C KTIMHUYECKMMM (<KOHEYHBIMMW») UCXO4aMM

Mpumepsbl: apTepranbHoe AaBneHue npu
cepaeyHo-cocyancTbix 3aboneBaHuUsXx,
YPOBEHb MMMKMPOBAHHOIO remornobuHa
npu caxapHoMm anabeTe 2-ro Tmna,
MNOJIHbIM MOPPONOrMYEeCKNn OTBET NpH
paKe MOJIOYHOM }enes3bl U ap.
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Ta6nuua 7. BaxkHble M HEBaXKHbIE UCXObl ANS ONpeaeneHns ypoBHen yoeanTenbHoCcTU pekoMmeHgauum (OKoHYaHue)

Bup ucxoga

lNMepeyeHb ucxonoB

KommeHTapum

lNoKasaTenn HeBanMAN3UPOBAHHbBIX KIMHUYECKMX LLKan,
NlabopaTopHble NoKasaTtesn, CYObeKTUBHbIE OLEHKM
nauneHToB (B T.M. NO BU3yas/ibHbIM N aHa/10IT0OBbIM LlJKaﬂaM);

JTlo6ble cypporaTHble MCXOAbl, CBA3b
(accounnpoBaHHOCTb) KOTOPbIX

HeBaxHbIn

NPOAO/TIHKNTENIbHOCTb CUMINTOMOB — CyppoOraTHble NCXo4bl MPr
OTCYTCTBUMU KJIMHUYECKUX UCCIEf0BAHUI, NOATBEPIKAAIOLLMX
acCoLUMUPOBaAHHOCTb C KJIMHUYECKUMMU (<KOHEYHBIMW») UCXoAaMuU

C KJIMHUYECKMUMU (<KOHEYHbIMM»)
ncxohaMu He JOKa3aHa Un He
nayyanacb

lpumeyaHne. ¥ — BanMAnM3NpoBaHHbIE LWKasbl — LWKasbl, UMEIOLLME MHOTONETHUH OMbIT MPUMEHEHWUS, UCMONb3YIOTCH B
Ka4yecTBe «30/I0TOr0 CTaHAapTa» AMarHOCTUKK U OLEHKKU UCXOL0B 3ab0neBaHus.

cnefoBaHWe Te3WUCy-pPEKOMEHAAUMU C YPOBHEM
GPP He Np1BOAUT K CYLLECTBEHHOMY YBETUHEHUIO
3aTpaT 3a 3aKOHYEHHbIV Cny4Yan OoKalaHusa Meau-
LLMHCKOW MOMOLLM NaLMUEHTY;
Tesncam-peKkoMeHaaumamM ans MeanLMHCKUX BMe-
laTenbCTB, AN9 OLEHKM 3PPEKTUBHOCTU W/UNK
6€30MacHOCTU KOTOPLIX B CUY 3TUYECKUX MPUYMH
(Hanpumep, SKCTPEHHas Tepanus 1 Ap.) HEBO3MOXK-
HO BbinonHeHne KW 6o51ee BbICOKOro An3arnHa, 4em
HecpaBHUTENbHbIE UCC/IEA0BAHUS, ONMUCAHUSA Kn-
HUYECKMUX C/TyYaeB UN CEPUM Cy4aEB.

GPP Mo0XeT 6bITb NPUCBOEH TE3MCAM-PEKOMEHA-
LMAM TONbKO B CNeAyoLLnX cyyYasx:

ecnv Oons MeAauMUMHCKOro BMelaTenbCTBa, Onu-
CaHHOro B Te3Wce-peKoMeHaalun, OTCYTCTBYIOT
[oKazartenbctBa 3GGEKTUBHOCTU U/unm 6e3onac-

HOCTU (MO pe3ynbTaTaM CUCTEMATUYECKOrO MOw-
CKa 1 otbopa nybnukaumum o KM He HanaeHo Hu
oaHoro KN addeKkTuBHOCTM N/Mnmn 6€30nacHOCTH
MEAMLMHCKOro BMellaTeNbCTBa, OMNUCbIBAEMOTO
B Te3MCe-pekoMeHaaLmnmn);

ecnn no pesynbrataM CUCTEMATUMYECKOro MOMCKa
n otbopa nyénukauum o KN HanaeHbl nybnnkaumnm
TONIbKO O HECPABHUTENbHbIX UCCNIEOBAHUNAX, OMK-
CaHUS KJIMHUYECKUX CNy4yaeB WU Cepun cayda-
eB, M BbinosHeHne KN 6onee BbICOKOro AM3anHa
HEBO3MOXHO B CUTy 3TUHECKUX MPUYMH [16].
YpoBeHb GPP He MOXeT 6biTb BK/OYEH HU B OAMH

n3 YA/, a Takxe He TpebyeT onpegeneHus YYP (no
NPUYNHE OTCYTCTBUS AOKa3aTenbHON 6a3bl) [16].

Nepapx1s KadecTBa [JOKa3aTeNbCTB A1 AUarHo-

CTMYECKUX BMeLWaTeNnbCTB npeacTtaBieHa B Tabn. 8.

Ta6nuua 8. Mepapxus KadyecTBa foKa3aTeNbCTB A1 AMarHOCTUYECKUX BMeLLaTeNIbCTB

Wkana Y44 + YYP

KauyecTBO fOKa3aTe/NbCTB

1A

[oKkasaTtefibCcTBa CaMOro BbICOKOro KayecTBa

1B

1C

2A

2B

2C

3B

3C

4C

5C

[oKasaTtenbcTBa caMOro HU3KOro Kayectsa

lNpumevarnune. YO, /YYP — ypoBeHb 4OCTOBEPHOCTU AOKA3aTeNbCTB / y6eanTENbHOCTU PEKOMEHAAL M.

Ta6auua 9. MiHTepnpeTaLma KayecTBa JOKa3aTe/IbCTB A1 AnarHoCTUYEeCKUX BMeLWaTeNbCTB

KauecTtBO UHTepnpeTauuna KavecTBO UHTepnpeTauuna KauecTtBO WuTepnpeTauus
AOKasa- MEAULIUHCKUM AOKasa- opraHuM3aTtopom AOKasa- nauueHTom
TeNbCTB pPaGoOTHUKOM TenbCTB 34paBooOXpaHeHuUs TeNbCTB

GPP Bpauu 6yayT GPP GPP
NPULEPIKMBATHCS MpaKTu4yecku Bce
1A peKomMeHzaLmu 1A OpraHn3aTopel 1A
3paBOOXpaHeHums
MpuaepxuBaTtbes 6yayT NpuaepK1BaTbCs
1B pexkomeHAaLmumn GyaeT 1B peKkoMeHaaLmm 1B MpaKT1Myeckun Bce
GO/bLUMHCTBO Bpayen, npU NPUHATUK nauueHTbl, obnajaolme
B C/ly4Yae oTCyTCTBUSA ynpaB/ieHYeCKNX nonHom nHdopmaumen
1c Y HEBO30XKHOCTH 1c pelueHuit (BHeapeHHe, 1C 0 BMeLllaTeNbCTBe,
BbINONHEHUS (Hann4us Mcnonb3oBaHue, 6yayT NpUAEPKMUBATLCA
NPOTMBOMNOKa3aHWUM, KOHTPO/Ib), HO C peKoMeHzaLuuu
2A HenepeHocuMocCTy, 2A YH4ETOM KJIMHUKO- 2A
OTCYTCTBME AOCTYMHOCTH) 3KOHOMMYECKOM
BMellaTenbcTBa ¢ 6onee abPeKTUBHOCTH
2B BbICOKMM Ka4ecTBOM 2B BMellaTebCTBa 2B
[LOKazaTenbCeTB
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Ta6auua 9. MHTepnpeTauns KayecTBa JoKa3aTeNbCTB A9 AMarHoCTUYeCKUX BmelaTenbcTB (OKOHYaHue)

KauecTBO WUHTepnpeTauusa KauecTtBO UHTepnpeTauusa KauecTBO WuTepnpeTaums
AOKa3a- MEeAULUMHCKUM AOKa3a- opraHu3aTopom AOKa3a- naLMeHToM
TenbCTB paGoOTHUKOM TEeNbCTB 3paBoOXpaHeHUs TenbCTB

2C 2C 2C
BonblwmHCTBO BonbwmHcTBO
3B 3B OopraHn3atopos 3B nayuneHTosB,
Bpayam cnepyet TwarensHo 3PaBOOXPaHEHUS He obnagatoLwmnx NonHoOM
N3YYUTb KIIMHUYECKYIO 6yaeT NnpuaepmBaTbCs MHPOpMaLMEN o
3c cuTyaumio, npexae 3C peKkoMeHzauum 3c BMellaTenbCeTBe, 6yayT
4YeM peKoMeHJ0oBaTb NPU NPUHATUK npuaepxuBaTtbcs
npumMeHeHue yrnpaBneH4eCcKnx peKkoMeHAaLmMK, Ho BCe
BMellaTeNbCcTBa pelleHni (BHeapeHue, K€ 3HauyuTeNbHas 4acTb
4C 4C MCcnonb3oBaHue, 4C nauneHToB caenaet
KOHTPO/b) aNnbTepHaTUBHbIV BbIGOP
5C 5C 5C

KayecTBO fOKa3aTenbCcTB AN AUArHOCTUYECKUX BME-
lWATENbCTB M3MEHAETCH B MNPSMOM 3aBMCUMOCTU OT
an3anHa KN, cornacHo nepapxuun ausanHos KW, npea-
CcTaBNeHHoM B Tab. 1, n ero MeToaon0rM4ecKoro Kaye-
CTBa: CUCTEMATMYECKMM 0630p MCCneaoBaHUM OfHO-
MOMEHTHOI0 amM3anHa HW3KOro METOA0JSIOrMYECKOro
KadecTtBa (1C) 6ygeT npeaocTaBnaTb JAOKa3aTeNbCTBa
60/1ee BbICOKOI0 Ka4ecTBa, HEXeNW OTAeNbHbIE UCCe-
JIOBaHUA OAHOMOMEHTHOrO An3aiHa BbICOKOro MeTOo-
[10/IOFMYECKOro Kayectaa (2A) n T.4.

UHTepnpeTaumna utorosoro codetanuna Yaa4 n YYP
NpoBOAMTCS B 3aBUCMMOCTM OT KayecTBa JoOKa3a-

TeNbCTB AN AMArHOCTUYECKMX BMeELIATENbCTB MEIN-
LMHCKMMK pabOTHMKaAMK, opraHM3datopamu 34paBo-
OXPaHeHMs 1 NaunMeHTaMm B COOTBETCTBUM € Tab. 9.

Mepapxma KayecTBa [OoKa3aTeNbCTB AN neyeb-
HbIX, peabunnTaLUMOHHbIX, NPODUNAKTUYECKUX BME-
laTenbCcTB NpeacTaBneHa B taén. 10.

MHTepnpeTauma utorosoro covetanuna Y44 v YYP
npPoBOAUTCA B 3aBWCMMOCTM OT KayecTBa AOKa3a-
TENbCTB AN Ne4vyebHblX, peadbuIuTaLuOHHbIX, MpPO-
GUNAKTUYECKUX  BMELATENbCTB  MEAULIMHCKUMU
paboTHMKaMW, opraHu3atopamMu 34paBOOXPaHEeHUs
M NauuMeHTaMmu B COOTBETCTBUM ¢ Tabn. 11.

Ta6auua 10. Nepapxusa KayecTBa AOKaA3aTeNbCTB A5 e4ebHbIX, peabuinTaLMoHHbIX, TPOPUTAKTUYECKUX BMELLIATENbCTB

Wkana Y44 + YYP

KauyecTBO fOKa3aTeNbCTB

1A [lokazaTtenbcTBa CaMoro BbICOKOro Ka4yecTBa

1B, 2A
2B, 3A
1C, 3B
2C, 3C

4C

5C

[oKkasartenbcTBa caMOro HU3KOro Kayectea

lpumeyvanue. YOL/YYP — ypoBeHb JOCTOBEPHOCTHN JOKA3aTENbCTB / yOEANTEIbHOCTU PEKOMEHAALINN.

Ta6nuua 11. UHTepnipeTaLusa KayecTsa oKa3aTeNbCTB 419 Ie4e6HbIX, MPOGUNAKTUYECKMX, XUPYPTMYECKMUX BMEeLaTeIbCT
1 peabUNUTaLMOHHbIX MEPONPUATHI

KadecTBO WUHTepnpeTauusa KauecTtBO WUHTepnpeTauusa KavecTBO WuTepnpeTaums
AOKa3a- MeAULUHCKUM AOKa3a- opraHu3aTtopom AOKa3a- naLueHToM
TeNbCTB paGOTHMKOM TeNbCTB 3ApaBoOOXpPaHeHUs TeNbCTB

MpaKTnyecku Bce
opraHusaTopbl
GPP GPP 3paBOOXpaHeHns GPP
OyayT npuaepXmMBaTbCs
peKomMeHaaLuu MpaKTnyecku Bce
NpU NPUHATAN nauueHTbl, obnajatoumne
n Eﬂpsq:(l?ggﬂcﬂ ynpaBieHYeCKnx NoaHOW MHbOPMaLnen
geKOSeHuauwm peleHui (BHeapeHue, 0 BMellaTenbcTBe,
MUCMNosib30BaHKe, 6yayT NpuaepHmnBaTbCs
KOHTPOJb), HO C peKomeHaaLunu
YY4€TOM KJIMHWUKO-
1A 1A 3KOHOMMYECKOM 1A
3pPEeKTUBHOCTH
BMellaTenbCcTBa




JIEKUMUA

Ta6nuua 11. ViHTepnpeTaumsa KadyecTBa AOKa3aTeNbCTB ANs e4ebHbIX, NPODUNAKTUYECKUX, XUPYPTUYECKUX BMELLATENbCTB
N peabunuTaumoHHbIX MeponpuaTuin (OKoHYaHue)

KauecTtBO UHTepnpeTauuna KauecTBO UHTepnpeTauuna KauecTtBO UnTepnperauus
AOKa3a- MeAULUHCKUM AOKasa- opraHu3aTopom AOKa3a- naLHeHToM
TEeNbCTB paGoOTHUKOM TenbCTB 34paBoOXpaHeHuUA TeNbCTB

MpaKTU4ecku Bce
opraHusaTtopbl
34paBOOXpaHeHMs
1B, 2A MpuaepxuBatbes 1B, 2A 6yuyTpnpvmeB>+<MBaTbcq 1B, 2A
pekoMmeHgauuu éyaet n
GONbUIMHCTBO BpaYeii peKkoMeHaaLmm paKTU4eCKM BCe
B CAVUEE OTC TCTBMH’ NP NPUHATUK nauMeHTbl, o6nagatoLine
" I-}IleBO30)K{|OCTVI yrnpaB/ieHYEeCKMX NonHOM nHdopMaLmnen
BLINONHEHNS (HANMUMS pelleHnm (BHeapeHHe, 0 BMelWwartenbCTBe,
M Mcnonb3oBaHue, OyayT NpUaepKmnBaTbCcs
NPOTUBOMNOKAa3aHUN,
KOHTPOJIb), HO C pekomMeHaaLuuu
HenepeHoCUMOCTH,
2B, 3A OTCYTCTBHS LOCTYMHOCTH) 2B, 3A YHETOM K/MHUKO- 2B, 3A
3KOHOMMYECKON
BMellaTenbCB ¢ 6onee
3pPEKTUBHOCTH
BbICOKMM Ka4yeCTBOM BMellaTenbeTBa
[OKazaTenbCcTB
1C, 3B 1C, 3B BonblWKHCTBO 1C, 3B BonbwKHCTBO
opraHvM3aTtopoB nauueHToB,
34PaBOOXpPaHEHNs He o6nagatoLmx NosHoM
2C, 3C Bpauam cnepyet TwatenbHo 2C, 3C OyneT npuaepmBatbecs 2C, 3C MHbopMaLmen o
N3YUYUTb KIMHUYECKYIO peKkoMeHaaLmm BMellaTenbCTBe, 6yayT
cuTyaumio, npexae npUY NPUHATUK npuaepxunBaTbcs
4C YyemM peKomMeHa0BaTb 4C ynpaB/ieHYeCKNxX 4C peKoMeHzaLmm, HO Bce
UM NPUMEHEHNe pelleHui (BHeapeHHe, e 3HayuTeNbHas 4YacTb
BMellaTenbCcTBa Mcnonb3oBaHue, nauueHToB caenaet
5C 5C KOHTPO/b) 5C anbTepHaTUBHbIN BbIGOP
3AK/TIOYEHHUE YEHUs MPEeEeMCTBEHHOCTM B OKa3aHWU MEOULIMHCKOM

JleyeHne peTten ¢ OHKONOrMYecKknmMmmn 3aboneBaHu-
MW OCYLLECTBNSETCH B MEAULIMHCKUX OPraHn3aLnsax
pPa3/iNYyHbIX YPOBHEN N TPEBYET NPUBNIEYEHUS Bpaven
pas3finYyHbIX creumanbHOCTEN. ITO OOBACHSAET Lieneco-
06pa3HOCTb BHEPEHUS U CUCTEMATMYECKOrO COBEp-
LUEHCTBOBAHUA KJIMHWMYECKMUX pPEKOMeHAauui no
NIeYEeHMI0 NaLMEHTOB AaHHOW rpynnbl C LIESbO NOBbI-
LLEHWUS YPOBHS NMOArOTOBKKU cneLnannucToB 1 obecne-

NMOMOLLM.

UCTOYHUK ®PUHAHCUPOBAHUA
He yKka3saH.

KOH®J/IUKT UHTEPECOB
ABTOpblI CTaTbW MNOATBEPAMIN OTCYTCTBME KOHG-

JINKTa MHTEPECOB, O KOTOPOM HEOBXOAMMO COOOLLMUTD.
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Pecnyb6/MKaHCKWUI HayYHO-MPaKTUYECKUM LLEEHTP AETCKOM OHKOMIOMMUK, FeMaToorMn 1 UMMYHOJIOTUH,
MwuHcK, Pecnybnunka benapycb

YpoBeHb 3Kcnpeccun GaKTopoB aHruoreHesa
B TKAHU CapKOM U He3/I0Ka4YeCTBEHHbIX
oO6pa3oBaHUM Yy NALUEHTOB E€TCKOro
BOo3pacTa: pe3yabTaTbl 04HOMOMEHTHOr0
uccnepoBaHus

dopmupoBaHme oryxosblo CO6GCTBEHHON COCYAUCTON CETU (HEOAHITMOreHe3) ABASIETCS HEOBX0AUMbIM YCJ10-
BMEM A/ pa3BUTHUS HOBOOGpa3oBaHus. Llenb uccaefqoBaHUsA: OLIEHUTb OT/IMYMST B YPOBHE 3KCIPECCUU
MaTpUYHON PUBOHYKIEMHOBOM KuC0Tbl (MPHK) crnekTpa reHoB, accoyuupoBaHHbIX C MPOLEeCcCoOM aHr1o-
reHesa, B cybcTpate 3/10Ka4eCTBEHHbIX U HE3/T0Ka4YeCTBEHHbIX MaTo/IorM4ecKnx o0bpal3oBaHUi C JIOKaau-
3aumen B KOCTAX M MSTKMX TKaHSIX nepej HavyajloM CUCTEMHOM Tepanuu y naymMeHToB JEeTCKOro Bo3pacTa.
MeTtoabl. [lpoBegeHo nornepedyHoe (0AHOMOMEHTHOE) uccienoBaHue. MeTogom noanMmepasHon LernHomn
peaKkLmnu B pexxmMme peasibHoro BpeMeHU n3y4eH CreKkTp MapKepoB aHrmoreHe3a — ¢aKTopbl pocTa 3HAO-
Tenus cocygoB (VEGFA, Bkawvas nsopopmbl 121, 165, 189, u VEGFC), peuentopbl VEGFR1 u VEGFR2,
GaKTop nHAyKUmn runokeuu (HIF-1a), TkaHeBbIM dakTop n ero uHrueutopsl (TF, TFPIL, TFPI2), nHrmbutopsl
aKTuBaTtopa niaasmmHoreHa (UPA, PAI1) — B o6pa3uax naTtoa0rM4ecKom TkaHm y 39 naLmeHToB co 3/10Kaye-
CTBEHHOM U 23 — C HE3/I0Ka4YeCTBEHHOM NpUpPoaoK 3abosieBaHus. Pe3ynbratbl. CapKoMbl KOCTEN U MAMKUX
TKaHEeN XapaKTepu3ylTcs 3Ha4YMMO 60/1bLLUINM MO CPABHEHMIO C HE3/I0KaYEeCTBEHHOMN NaTo0rMen ypoBHEM
aKkcnpeccun MPHK nzogpopm VEGFA121 (3,425 npotus 1,500; p =0,018), VEGFA165 (2,516 npotus 1,124;
p =0,233) n cootHoweHnem VEGFA165/189 (0,720 npotus 0,400; p =0,003), B TO BpeMS KaK 3KCrpeccus
oCTa/IbHbIX MapPKePOB 6bi/ia BbilE Yy NALMEHTOB C HE3/10Ka4YeCTBEHHOM naTtosiornen. JIokaim3oBaHHbIe Gop-
Mbl CAPKOM KOCTEHN U MSITKMX TKaHEHN B CpaBHEHUMU C METAcTaTUYECKUMU XapaKTepn3yrTcs 3Ha4umMo 6osee
BbICOKMM ypOBHEM KaK aKcripeccnu TFPI2 (0,1783 npotns 0,0939; p =0,041), TaK 1 3Ha4eHMeM COOTHOLLE-
Husi VEGFA165/189 (0,8235 npotus 0,6765; p =0,003). 3aKno4yeHune. NlokazaHo, 4To aKkcrnpeccuss MPHK
3HAYMTEJIbHOM YacTH CIIEKTPa QaKToPOB aHrMoreHe3a He sIBJIIETCS NpeporatMBoi Heomnaa3m U MOXKET ObiTbh
Bbll€ y naLneHToB 6e3 oHKonatosorun. CooTHoleHne nzogpopm VEGFA165/189 BmecTe ¢ ypoBHem TFPI2
3HaYMMO OT/IMHAET NaLMEHTOB C JIOKaJIN30BaHHbIMU (HEMETacTaTM4ecKumMm) GopMamm capKom OT KOropTsl
c IV ctaguen 3aboseBaHus: 3TU [OKa3aTesin MOryT pacLeHUBaThbCs KaK yb6eauTeslbHble MPOrHOCTUYECKUE
MapKepbl OHKOJIOMMYECKOro rpoLecca.

KnoyeBble cnoBa: aHrMoreHes, TKaHb OMyXoJiu, CApKOMbI KOCTEeH U MSITKUX TKaHel y AeTeH, JuarHo-
CTHUKa M JIe4eHHue,

(Ana uutupoBanunsa: Kucenés J1.I., CaBuukaa T.B., AnenHunkoBa O.B. YpoBeHb aKcnpeccum GpakTopoB
aHrMoreHes3a B TKaHW CapKOM M HE3JIOKA4YeCTBEHHbIX 0Opa30BaHWM y MauMeHTOB AETCKOro Bo3pacTa.
OHkonegunatpus. 2017;4(4):260-268. Doi: 10.15690/0nco.v4i4.1812)

OBOCHOBAHME

3/10Ka4yecTBEHHbIE  HOBOOOpPA30BaHMA  KOCTEW
N MSATKMX TKaHEN MMEKT 06Uy ME3eHXMMasbHYO
npupoay. Joka3aHo, 4TO POCT M MeTacTa3uMpoBaHue
Heonna3M CBsi3aHbl C npoueccoMm GOPMUPOBaHUSA
CO6CTBEHHOM COCYANCTOM CETU, U3BECTHbLIM TaKXKe KaK
aHrnoreHe3 nnnHeoaHrnoreHes[1-3].YBennymBaetcsa
KONMMYEeCTBO JSIMTEPATYPHbIX MCTOYHWKOB, MNpeacTaBs-
NSAOWMX AaHHbIE O TOM, YTO MapKepbl OMyX0neBoro
aHrmoreHesa MOryT KOppennpoBaTb C KOHKPETHbIMM
KIMHUYECKMMU MPU3HAKaMM Y NaLMEHTOB C capKoMa-
Mu [4-6]. Npouecc GopMUPOBaAHUS COCYAUCTON CETU

06ycnoB/ieH GYHKLNMOHUPOBAHMEM LLUMPOKOro CNeKTpa
reHoB. [1pexae Bcero, 370 NpeAcTaBUTE/Ib CEMENCTBA
daKTopoB pocTa — GaKTop pPoCTa 3HAOTENNSA COCY-
pos (Vascular endothelial growth factor, VEGF), ero
M30POpMbl, @ TaKKe peLenTopbl B3aMMOAENCTBUS.
VEGF aBnsieTcsa pyHOaMeHTalbHbIM MeaMaTopoM Kak
naTosorMYecKoro, Tak u GU3MoN0rM4ecKoro aHruore-
He3a. B cemenctBe VEGF BbigenatoT VEGFA, VEGFB,
VEGFC, VEGFD, VEGFE, VEGFF v nnaueHTapHbIin daK-
Top pocTta (Placental growth factor, PLGF). Toukamu
npunoxeHnsa VEGFA aBnsoTcs xeMmoTakeue u audde-
PEHUMPOBKa MNpeawecTBEHHUKOB 3HAOTENMOLMTOB
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[5]. Kak npaBuno, Bbigensitot 5 naodopm VEGFA, 060-
3HaYaeMbIX N0 KOIMYECTBY aMUHOKMCNOTHbIX OCHOBa-
HUM B Kaxaon — VEGFA121, VEGFA145, VEGFA165,
VEGFA189 v VEGFA206. N3odopma VEGFA121 o6na-
JlaeT MaKCMMasibHOM PacTBOPMMOCTbIO M AENCTBYET
KaK MUTOreHHbIVM GaKToOp AN COCYAMCTOro SHAOTENUS.
VEGFA165 paccmatpuBaeTcs Kak m3odopma, obna-
Jatoulias MakcMMasbHbIM NOTEHLMANOM K CTUMYASALMK
reHesa cocygucton cetun. VEGFA189 npeacTtaBneH
B CPaBHUTENbHO HEGONbLINX KOHLEHTPaLUMUSAX U 9BS-
eTcqa nuraHgom peuentopa VEGFR3, npe3eHTMpoBaH-
HOro B OCHOBHOM B fnMdaTuieckmx cocyaax [5, 6].
VEGFA y4acTByeT B perynsauuMm npouecca rmnoKcuu
N eCTeCTBEHHbIM 06pa30M cBA3aH ¢ GaKTOPOM, UHAY-
umpyowmm runokemio (Hypoxia inducible factor-1,
HIF-1) [7]. VEGFC Hapsay cO CTUMYNSLMEN COCYAUCTO-
ro 3HAOTENNS 06ecneynBaeT KIETOYHYI MUrpauumio
(peuenTtopamu aBnatotcs VEGFR3, pexe VEGFR2), HO
€ro aHrMoreHHbIN NoTeHLMaN MeHbLUE N0 CPaBHEHUIO
c VEGFA [8].

KOMMNOHEHTbI MNPOBOASAWMX MyTEW TKAHEBOro
dakTopa (Tissue factor pathway inhibitors, TFPIs) —

obpaTMMble WHIMOGMTOPbLI KoarynsHTa TKaHEeBOro
paKTopa M CUrHanbHOM aKTUBHOCTU KNETKW. In vitro
W in vivo NnoKasaHa crnoco6HocTb TFPI1 K aHTMaHrno-
FEHHOMY W TMpOoTUBOMETacTaTMuiyecKoMy I3IPPeEKTY.
TFPI2 — cTpyKTYypHbIK aHanor TFPI1, ero akcnpec-
cust 06paTHO NPOMNOPLMOHaNbHa NOBLIWEHMIO cTene-
HW 3/10KAYE€CTBEHHOCTU M PacnpOCTPaAHEHUIO HOBO-
o6pa3oBaHua: TakuMm ob6pas3om, ponb TFPI2 moxeT
pacueHMBaTbCA KaK OrpaHuM4yeHuMe pocTa OMyXonau
B opraHusme [9, 10].

3Hauynmoe BUSHME Ha GOPMUPOBAHME OMyXo-
JIEBOM COCYAMCTOM CETM OKa3biBalOT NpoTeasbl U UX
MHIrMOUTOpPLI. B YacTHOCTH, cMCTEMa aKTUBaLMK N1as-
MUHoreHa n VEGF B3anMoCBSA3aHbl M IBNSIOTCA CUHEP-
rMcTamu B npoLecce MHBaA3MK OMNyxoaun. AKTMBATOPbI
nna3muMHoreHa ypokuHasHoro tuna (Urokinase-type
plasminogen activator, uPA) n ero aHTaroHuct PAI1
(Plasminogen activators inhibitor-1) npoayuupytotcs
HOPMasibHbIMKU U OMYXONIEBbIMWU KNETKaMu U urpatoT
K/IlO4eBYIO pOb B Aerpagauuum U peMmoaennmpoBaHmnm
MEXKJIETOYHOro MaTpMKca, AeCTPyKuUuM 6a3asibHOK
MeM6paHbl U MeTacTa3dnpoBaHuu. MNoBbllLleHME YPOB-

Leanid P. Kisialeu, Tatiana V. Savitskaia, Olga V. Aleinikova

Belarusian Research Center for Pediatric Oncology, Hematology and Immunology,
Minsk, Republic of Belarus

Levels of Angiogenesis Factors Expression
in Sarcoma Tissue and Non-Malignant Lesions
in Pediatric Patients:

Results of a Cross-Sectional Study

Background. Vasculature formation (angiogenesis) is critical for the development of a tumor, may
reflect neoplasms behavior and considered as a target for angiogenesis inhibition. Objective.
We investigated the mRNA (messenger ribonucleic acid) expression levels of varied angiogenesis
markers in malignant and non-malignant pathological foci of pediatric patients. Methods. A cross-
sectional study was carried out. Angiogenesis markers VEGFA (including isoforms of 121, 165, 189),
VEGFC, VEGFR-1, VEGFR-2, VEGFR-3, HIF-1a, TF, TFPI-1, TFPI-2, uPA, PAI-1 in pediatric specimens
were examined using quantitative reverse transcriptase—polymerase chain reaction. 62 (39 malig-
nant and 23 nonmalignant) samples from pediatric patients with bone and soft tissues pathology
were studied. Results. Higher level of isoforms VEGFA121 (3.425 vs 1.500; p =0.018), VEGFA165
(2.516 vs 1.124; p =0.233), as well as VEGFA165/189(0.720 vs 0.400; p =0.003) ratio ascertained
for malignancies in contrast to non-malignant pathology. Other markers expression levels were
higher in patients without cancer pathology. Both the TFPI-2 level (0.1783 vs 0.0939; p =0.041)
and VEGFA165/189 ratio (0.8235 vs 0.6765; p =0.003) were significantly elevated in patients with
localized cancer vs metastatic forms. Conclusion. Demonstrated expression of several angiogenesis
factors is not the distinctive characteristic of neoplasms and can reveal a higher level in pediatric
patients without malignancy. VEGFA165/189 ratio together with the TFPI-2 level distinguished local-
ized and metastatic cancer patients and may use as a tumor prognostic marketr.

Key words: angiogenesis, pediatric patients, tissue tumors, sarcomas of bone and soft tissues.
(For citation: Kisialeu Leanid P., Savitskaia Tatiana V., Aleinikova Olga V. Levels of Angiogenesis
Factors Expression in Sarcoma Tissue and Non-Malignant Lesions in Pediatric Patients: Results of a
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HA UPA accouununpyeTcs € NI0XMM NPOrHo3om 3abone-
BaHua [11-13].

MOHO cyMMMpOBaTh, YTO 3KCMPECCHUSA OMyX0sblo
KOMMOHEHTOB aHrMoreHesa, B nepeyto ovepeab VEGF,
KNlaCCUYECKM paccMaTpMBaeTCs KaK oTpuLaTeNbHbIN
NPOTrHOCTMYECKUI daKTop, acCoLUMMPYEMbIN C MeTa-
CTa3MpoBaHUEM U XMMMOPE3UCTEHTHOCTbIO, O4HAKO
nocneaywoume paboTbl NOKa3biBalOT HEOOGXOAMMOCTb
JeTannsauuun CneKkTpa MapKepoB ANs MHAMBWUAYaSb-
HOW OLLEHKWN KIIMHUYECKOM 3HA4YMMOCTH €ro cocTaB/sg-
tOLLLMX.

Llenbto Hawero nccneaoBaHns Gbi1 aHanM3 ypoB-
Hen akcnpeccun MPHK cneKkTpa mapKepoB aHruore-
He3a, BK/IlOYAOLWEro He TOMbKO K/laCCUYECKUE KOM-
noHeHTbl VEGF, Ho Takxe TFPI1, TFPI2, uPA v PAI1,
B TKaHM OMNyXxoNuM MNauMEeHTOB AETCKOro Bo3pacTa
C KOCTHbIMW U MATKOTKaHHbIMW CapKoOMaMmM.

METOAbI

[An3anH uccnepoBaHusa

lMpoBeaeHo nonepeyHoe (0 AHOMOMEHTHOE) uccne-
[JoBaHue.

Kputepuu cooTBeTCTBUA

Kputepusimm BKAOYEHMS MaLUMEHTa B UCCeno-
BaHWe OblKn HannMiMe MopdOoN0rM4ecKoro anarHosa
M OTCYTCTBME cCMneuuabHOro MnpOTMBOOMNYXOJEBOr0
NneyvyeHns 0o B3ATUSA o6pa3sLia TKaHM.

[narHo3 1 cTaguio (pacnpocTpaHEeHME) OMyxonu
yCTaHaBNMBaNAN COMNACHO KPUTEPUSAM MEXAyHapoa-
HbIX MPOTOKONOB [14-16]:

e ang ocrteocapkombl — EBPOAMOC (EuRAMOS1

Protocol, Version 1.0, 30 September 2004) [14];

e ang capkombl HOuHra — EBPOKOWMHI (EURO-

E.W.I.N.G.99 Protocol, Version 1999-09-27) [15];
e ang pabégommocapkombl — PMC-2005 (RMS 2005,

EpSSG Protocol Final, Version January 2005) [16].

Kputepnu ncknwdeHmns. NauneHTbl MCKAOYaNUCh
M3 nccnefoBaHusl, ecnuM A0 MoJiyYeHus martepuana
onyxonn MM OblN0 NMPOBEAEHO CMeuMaNbHOe Neye-
Hue.

YcnoBusa npoBepeHun

B uccnepoBaHue BKAO4YEHbI 62 o6pa3ua naTto-
JIOTMYECKOW TKaHW CO 3/10KAYE€CTBEHHOM M HE3J0Ka-
YEeCTBEHHOW Mpupoaon 3aboneBaHud, MNONYyYEHHbIe
OT NauMeHTOB AeTcKoro Bo3pacta B 2008-2011 rr.:
NepBbIM MaLMEHT BK/KOYEH B UccnegoBaHne B ¢eB-
pane 2008, nocnegHnn — B aeKabpe 2011 r. OgHa
yacTb MaTepuana Hanpaensnacb Ha Mopdonoruye-
CKoe uccnepoBaHue, apyras — ans GpopmMMpoBaHUSA
6aHKa TKaHEN C LeNblo NPOBEAEHUS MONEKYISPHO-
reHEeTUYECKUX nccnenoBaHuin. Bece ob6pasubl TKaHeN
NepBUYHbIX MATONOrMYECKUX 04aroB Obl/iv MOJTyHEHbI
[0 HaYana cneunanbHOro neyeHus.

[Tocne OKOHYaHUA NevyeHus nauumeHTbl Habnwaa-
INCb OETCKMM cybKaHLuep-pernctpom PecnybanKu
benapycb (PB), BK/tOYEHHBIM B MHTEpPHALUMOHabHOE
areHTCTBO uccrefoBaHus paka (International Agency

for Research on Cancer, IARC) ¢ nOCTOSAHHbIM OGHOB-
NleHneM cTaTyca.

JlaGopaTtopHble uccnepoBaHus

BbigeneHune PHK u cuute3s KQHK

O6pasubl TKaHen O6biIM MOJy4YeHbl HenocpencT-
BEHHO Moc/ie onepaunm U 3aMOPOMKEHbI B XXUOKOM
asoTe. [lns romMoreHuMsaumum MCMNoSb30Baacs romo-
reHmzatop Retsch ([epmaHus). [na npoBeaeHus
peaKkumnn obpaTHOM TPaHCKPUMNLUMUKM C Mocneaytollen
nonumMepasHon uenHon peakuunen (MUP) B pexu-
Me peanbHOro BpemMeHu ToTanbHad PHK Bbigens-
Nnacb ¢ ucnonb3oBaHuem RNeasy Mini Kit (Qiagen,
[epMaHns) cornacHo WHCTPYKLWKM NpOU3BOAUTENS.
KoHueHTpaumto PHK oueHMBann nocpeactBoM CrekK-
TpodpotomeTpuun. TotanbHyto PHK (1,5 MKr) u3 TKaHu
KoHBepTMpoBanu B nepsyto uenb AHK ¢ ncnonb3o-
BaHWeM cnydyanHoro npanmepa (0,3 MKr) u o6paTHOM
TpaHcKkpunTadbl 200 U MbILWKXHOIO BUPYCa NENKEMUMU
(Moloney murine leukemia virus, M-MLV; Promega,
CLLA). UccnepoBaHue BbIMOAHANOCL B labopatopum
MONEeKynsapHon 6uonornn LleHTpa AETCKOM OHKOMO-
MK, rematonormm u ummyHonormm MwuH3gpaBa Pb
(MWHCK).

KonmnyecTBeHHasi 06paTHO TpaHCKpPUNTa3Has

nosumepasHas LenHas peakyms

B opurnHanbHbix 06pa3uax Oblv UCCeaoBaHbl
11 reHoB: VEGFA (Bknw4vas uzodopmbl VEGFA121,
VEGFA165 wn VEGFA189), VEGFC, VEGFR1, VEGFR2,
VEGFR3, HIF-1a, TF, TFPI1, TFPI2, uPA, PAI-1. B Ka4yecT-
B€ BHYTPEHHEr0 KOHTPOJIbHOIO reHa Ucnonb3oBanach
rnvuepanbaerva-3-pocoaraernaporeHasa (GAPDH).
KonnyecTtBeHHOe onpeaefnieHne reHoB OCyLLecTBANA-
N0Cb NOCPEACTBOM UCMONb30BaHUA MeToda dayopec-
LLEHLMM Ha OCHOBe peanbHoro BpemeHu (Tagman).
MUP B peXume peanbHOro BPEMEHM [AONS TEHOB
VEGFA, VEGFC, VEGFR1, VEGFR2, VEGFR3, HIF-1a, TF,
TFPI, TFPI2, uPA, PAl npoBoaunnacb ¢ UCMONb30BaHU-
emM Kommepyeckunx cuctem TagMan Gene Expression
Assays (Applied Biosystems, CLUA) ¢ peaKUMOHHbI-
Mun 6nokamm HsO0900054 mn, Hs01099203 wmn,
Hs01052940 mn, Hs00911690 mn, Hs01047659 mn,
Hs00936377 mn, Hs00175225 mn, Hs00409206 mn,
Hs00197918 mn, Hs01547050 mn, Hs01126603 mn
COOTBETCTBEHHO. [lparimepbl U 30HAbI ANA KONu4ye-
CTBEHHOM oueHKn VEGF nsodpopm B pean-tanm lLUP
OblIN UCMOJIb30BaHbI TaK, Kak onucaHo B Ny6MKaunm
T. Gustafsson u coaBrt. [13]. UP B pexunme peanb-
HOro BpeMeHu npoBoannn B 20 MK peaKLMOHHOM
CMECH C OKOHYaTebHbIM pa3BegeHnem 1x B TagMan
PCR Universalmaster Mix (Applied Biosystems, CLLA)
B COOTBETCTBMW C MPOTOKOJOM MPOM3BOAUTENS
n ¢ nomoulblo o6opynoBanus iCycler (Bio-Rad, CLLA).
OTHOcHuTENbHbIE BeNNYMHLI MPHK reHoB B o6pa3suax
paccyMTaHbl NO MOoKa3aTensaM CTaHAapPTHbIX KPUBbIX,
NOJIyYEHHbIX NyTEM aMnanduKkaumm CepumnHoOro pas-
BeAeHMs 06paTHO TPAHCKPUOUPOBAHHOM TOTas/IbHOM
PHK. 3HauyeHnsa nccnengoBaHHbIX NOKasaTenen npea-
CcTaB/ieHbl B BUAE OTHOCHUTENbHbIX BEJIUYMH.



OHKOMEAUATPUA / 2017 /Tom 4 / N2 4

9TuyecKan akcnepTusa

NpoBeneHne wuccnegoBaHnsa 6bl0  040OPEHO
JloKanbHbIM 3TUYECKUM KOMUTETOM LleHTpa aeTckomn
OHKOJIOr MK, FreMaTosiorMm u UMMYyHoNornn MmuHaapaBa
PB (npotokon N2 2/08 ot 24.01.2008 1.).

CtaTUCTUYECKUIN aHaANU3

Ctatnctnyeckass o06paboTKa MoayyYeHHbIX AaHHbIX
npoBeAeHa C MCMNOJIb30BaHMEM MaKeTa NporpamMmbl
Statisticav. 6.0 (Statsoft Inc., CLLUA). KonnyecTBeHHbIe
JaHHble NpeacTaBieHbl C onpeaeneHnemM MeauaHsi
n 25-ro, 75-ro npoueHtunen (Me [25; 75]), MUHUMY-
MOB-MaKCMMYMOB; Ka4eCTBEHHbIE [JaHHble Bbipaxe-
Hbl B @aBCONOTHbBIX BENMYNHAX M NpoLeHTax. [lpoBepKa
rMnoTe3 O paBEHCTBE ABYX CPeAHuX npoBoaunach
¢ nomolubto U-kputepmss MaHHa—-YUTHW, ONS KOMW-
YEeCTBEHHbIX MpPU3HaKoB — F-Kputepua Puuiepa.
Pasnununa cunmTanu CTaTUCTUHECKU 3HAYUMbIMU MPH
p <0,05.

PE3YJIbTATbI

Y4yacTHUKH uccnepoBaHusa

lpynna OHKOGONbHbLIX, BKJOYEHHbIX B UCCea0oBa-
Hue (n =62), 6blna chopmupoBaHa ¢ 2008 no 2011 .
M coCTOSi/1a U3 NaLMEHTOB AETCKOro Bo3pacTta, KOTo-
pble 6611 06CcnefoBaHbl B CBA3KW C NMOAO3PEHMEM Ha
HaM4Yne HOBOOOBPA30BaAHMM KOCTHbIX CTPYKTYP WK
MSACKMX TKaHen B Pecnyb6iMKaHCKOM Hay4YHO-MpaKTu-
YECKOM LIEHTPE AETCKOW OHKOMOrMW, remaTosiornu
M UMMyHoNOrMn MuH3apaBa Pb. XapaKTepuCTUKK
nccnenyeMom KoropTbl MauMeHTOB MpeacTaB/EHbI
B Tabn. 1.

N3 39/62 (62,9%) nauneHTOB ¢ OHKO3ab0/1IeBaAHMU-
em y 16 (41,0%) auarHocTupoBaHa capkoma HOuHra,
y 16 (41,0%) — ocTeocapKoma, y 7 (18,0%) — pab-
agomMmunocapkoma. Ana 23/62 (37,1%) anarHo3 OHKO-
3aboneBaHua Obl1 UCKOYEH: y 5 (21,7%) 6binu
HEe3/I0Ka4YeCTBEHHble ~ HOBOOOGpa30BaHUSA KOCTH
(ocTeonp-octeoma, oOcCTeoOKSlacToMa, 0CTeobnacTo-
Ma, xoHgpoma), y 5 (21,7%) — ocTteomuenut, y 3
(13,0%) — pmnbpo3Hag aucnnasug,y 3(13,0%) — aHeB-
pu3masnbHas KocTHas Kucta, y 3 (13,0%) — nocTTpas-

Ta6auua 1. XapaKTepuCTUKa NauneHTOB

MaTU4yecKne uameHenus, y 1 (4,4%) — rpanHynema-
TO3HOe Bocnanexue, y 1 (4,4%) — aHeBpu3manbHas
Kucta, y 1 (4,4%) — pmubpomaTo3 MATKUX TKaHewn, y 1
(4,4%) — occndurumpyowmMn MMo3uT 6eapa.

OcHOBHbIe pe3ynbTaTbl UCCIEJOBaHUSA

YpoBHu akcnpeccun mPHK ¢pakTtopoB

aHruoreHe3a B TKaHM OMNyX0JIU U TKAHHU

He3J/I0Ka4YeCTBEHHbIX NaTo/1I0rM4eCK1UX 04aroB

YpoBHU aKkcnpeccumn MPHK nccnegoBaHHOro cnekx-
Tpa GaKTOpPOB aHrMoreHe3a B TKaHM OMYXON U TKaHM
HE3/I0Ka4YeCTBEHHbIX MaTONOrMYECKMX OYaroB npej-
CcTaBfeHbl BTabn. 2. AHanM3npys AaHHble (CM. Tabn. 2),
MOHO OTMETWTb, YTO YPOBHM IKCMPECCUN BOSbLUNH-
CTBa UCCNiefyeMblX MapKepoB UMeNN 3HAYUTENbHbIE
otn4mns. CTaTUCTUYECKM 3HaAYMMO O6Onbluas Meau-
aHa akcnpeccun MPHK B He3nokavyecTBeHHOM TKa-
HM Gblna oTMedeHa ana TFPI1 (2,070 npotme 0,516;
p <0,001), TFPI2 (0,543 npotuB 0,117; p <0,001), uPA
(3,016 npotme 0,418; p <0,001), HIF-1a (12,861 npo-
TmB 2,028; p <0,001), VEGFR1 (21,865 npoTtus 4,937;
p <0,001), VEGFR2 (24,488 npoTtuB 5,794; p =0,001),
VEGFR3 (81,181 npotuB 18,574; p <0,001) n VEGFC
(2,244 npotu 0,782; p <0,001). B 10 ke Bpems 6binun
onpegeneHbl GaKTopbl aHrMoreHesa, 3Kcnpeccus
KOTOpbIX Gblfia 60Mblie B CNEAYIOLIMX OMyXoneBbIX
ovyarax: VEGFA121 (1,500 npotus 3,425; p =0,017),
VEGFA165 (1,124 npotus 2,516; p =0,023) 1 cooT-
HoweHnsa VEGFA165/VEGF189 (0,400 npotus 0,720;
p =0,003).

Koppenauunsa mexay akcnpeccueit MPHK

n3zogpopm VEGFA

Mpu MHAMBWMAYaNbHOM CPaBHEHWUM Bblla KOHCTATH-
poOBaHa CUNbHAsA KOppenaunsa 3Ha4eHnin akcnpeccum
2 nsodpopm — VEGFA165 n VEGFA189 — Kak B ony-
xoneBon TKaHu (r =0,8210, p =0,010), TaK 1 B Heony-
xonesbix o4arax (r =0,9110, p =0,013).

YpoBHu akcnpeccun mPHK nsogpopm VEGFA

B TKaHSIX CapKoMm

OTHOCKTENbHbIE YPOBHU 3Kcnpeccun MPHK reHoB
$aKTOpPOB aHrMoreHesa B BblAeNEHHbIX Fpynnax cap-

3noKayecTBEeHHble HOBOOGpPa30BaHUSA
XapaKTepMCTuKa Hes:gl;(aa:::;ﬁz:uble
naLueHToB, Bcero Clo ocC PMC h=23 J p
n =62 n =39 n =16 n =16 n =7 6_ %
a6c. (%) a6e. (%) a6c. (%) a6c. (%) ace. (%)
My»CKO# ron (621%) 10(62,5) | 10(62,5) (5?, " 15 (65,2) 0,034
CpeaHun Bo3pacT, neT 12,5 12,4 13 11,9 12,4
24
Cragmsa Il (61,5) 11 (68,8) 11 (68,8) 2 (28,6) 0,042
2 2
Craamsa llI (5,2) (28,06)
13
Craaus IV (353) 5(31,3) 5(31,3) 3(42,8) 0,038

MpumevarHune. CHO — capkoma KOuHra, OC — octeocapkoma, PMC — pa6gomuocapkoma.
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Ta6nuuya 2. YpoBHHM aKkcnpeccun MPHK nccnegoBaHHoOro cnektpa GakTopoB aHrMoreHesa B TKaHu ONyXou U TKaHu
HEe3/10Ka4eCTBEHHbIX NATOIOMMYECKUX 04aroB

310Ka4yecTBEHHblIEe He3nokayecTBeHHble
HoBooGpa3oBaHua (n =38) o6pasoBaHua (n =23)
ParTopes Me [25-75], % Me [25-75], % p
MUWH.—MaKCcC. MUWH.—MaKC.
1,106 3,114
TF [0,389-2,557] [0,754-4,986] 0,052
0,037-38,021 0,047-102,000
0,516 2,070
TFPI1 [0,338-1,154] [0,967-2,962] <0,001
0,007-21,486 0,382-16,105
0,117 0,543
TFPI2 [0,035-0,302] [0,355-2,347] <0,001
0,001-8,704 0,052-10,881
0,418 3,016
uPA [0,174-0,781] [1,207-5,572] <0,001
0,006-15,829 0,002-18,782
1,877 2,553
PAIL [0,645-4,513] [1,002-5,155] 0,204
0,037-38,021 0,0382-26,287
2,028 12,861
HIF-1a [1,387-3,768] [7,747-19,773] <0,001
0,088-98,021 0,534-111,111
4,937 21,865
VEGFR1 [2,312-9,167] [7,368-50,569] <0,001
0,003-135,803 0,034-118,684
5,794 24,488
VEGFR2 [2,838-13,517] [10,000-55,447] 0,001
0,009-44,589 0,000-193,158
18,574 81,181
VEGFR3 [6,274-47,085] [36,866-159,734] <0,001
0,163-390,741 3,159-905,263
4,007 3,311
VEGFA [1,804-6,253] [1,801-5,732] 0,941
0,032-113,095 0,620-24,959
0,782 2,244
VEGFC [0,506-1,717] [1,596-8,792] <0,001
0,011-321,143 0,419-50,425
3,425 1,500
VEGFA121 [2,281-6,908] [0,567-3,244] 0,017
0,215-20,390 0,015-81,642
2,516 1,124
VEGFA165 [1,166-5,504] [0,502-3,733] 0,023
0,126-127,451 0,017-7,360
4,195 2,859
VEGFA189 [1,526-11,854] [1,351-8,300] 0,427
0,087-297,059 0,026-79,208
0,720 0,400
VEGFA165 /VEGFA189 [0,562-0,933] [0,282-0,539] 0,003
0,172-213,093 0,093-1,085

KOM B 3aBMCMMOCTM OT HO30JIOFMK MpoLecca npea-
CTaBfeHbl Ha puc. 1. Xapaktepuays npeacTaBfeHHble
[JaHHble B rpynnax nawMeHToB C 0CTEOCAaPKOMOM, cap-
KoMmor KOuHra n pabaomMmnMocapKoMoOn, MOMXHO FOBO-
pUTb 06 O6LMX TEHAEHLUMAX C 06 bEAUHEHHON FPYNMown

NnauMeHTOB C OHKOMNaToNnorMen: 60see BbICOKME NOKa-
3arenn akcnpeccun VEGFA121, VEGFA165, cooTHO-
weHua VEGFA165/VEGFA189 n HU3KWE MO cpaBHe-
HUWIO C HEOMYXONEeBbIMW OYaramu ypoBHM OCTaNlbHbIX

KOMMNOHeHTOB cemencTBa VEGF.
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Puc. 1. 3xcnpeccusa MPHK reHoB cemenictBa VEGF B 3aBUCMMOCTHU OT HO30/10MMM OHKOJIOFMYECKOro npoLuecca M Npu He310Ka4yeCcTBEHHOM

natonorunu

MpumeyaHune. * — p <0,001 xapaKTepu3yeT pa3HULLY B IKCMPECCUM TUMa OMYXON U HEOHKONOrMYecKmx ovaro. CHO — capkoma HOuHra,
0OC — octeocapkoma, PMC — pa6bgomuocapkoma, H3 — He3noKayecTBeHHas NaTonoruns.

YpoBHu akcnpeccumn MPHK reHoB nyTu
TKaHeBoro ¢akrtopa (TF, TFPI1, TFPI2),
MHIMGUTOPOB aKTUBaATOpa NJ1a3aMUHOreHa
(uPA, PAI1), paKkTOpa MHAYKLHUU TMITOKCUH
(HIF-1a) B 3aBUCHMOCTH OT HO30J10TMH
OHKOJIOrM4€CKOro npowecca 1 rnpm
He3J/I0Ka4YeCcTBEeHHOM NaTo/Ioruu
Ha puc. 2 npeactaBneHbl OTHOCUTENbHbIE YPOBHH
aKkcnpeccun MPHK reHoB nyTu TKaHeBOro dakxropa
(TF, TFPI1, TFPI2), NHTMOUTOPOB aKTMBATOpPa nnas-
MuHoreHa (UPA, PAI1), dakTopa MHAYKLUMW TUMOKCKUK
(HIF-1a) B 3aBMCMMOCTM OT HO30/10rMK NpoLecca. Kak
NOKa3aHO Ha PUC. 2, XapaKTEPHON 0COOEHHOCTbLIO Obi
3Ha4YMMo 60nee BbICOKMM ypOBEHb aKcnpeccuun HIF-
la, TF, TFPI1, TFPI2 v uPA npn He3N0Ka4YeCTBEHHbIX
HOBOOGPA30BaHMUSAX MO CPaBHEHWIO C OHKOMATOJO-

rnen. Mpu Kaxaom BUae capkom 6bi1 KOHCTaTMPOBaH
3HAYMMO MEHbLLMWI MO CPAaBHEHMWIO C HEOMYXONEBbLIMU
oyaramu ypoBeHb 3kcnpeccun MPHK Takux reHos,
Kak HIF-1a, TFPI1, TFPI2 v uPA.

YpoBHu akcnpeccun mPHK ¢pakTtopoB

aHruoreHe3a B TKaHSIX He3J10Ka4YeCTBEHHbIX

oyaros

Mpynna HE3/I0Ka4YeCTBEHHbIX 3ab6oneBaHunn
B MCCNefoBaHUM OOCTATOYHO reTeporeHHa M BKJO-
YyaeT nauuMeHToB C 3a60feBaHUSAMM, AN KOTOPbIX
PYTMHHO ocyllecTBnseTcsa anddepeHunanbHaa auar-
HOCTMKA C OHKOJIOTMYECKUM MnpoLieccom (aobpoKaye-
CTBEHHbIE M BOCMANMUTE/bHbIE U3MEHEHUS KOCTHbIX
N MATKMX TKaHen). B noarpynnax He OTMEYEHO 3Ha-
YUMOW pa3HMLbl B YPOBHE 3KcNpeccun daKkTopoB
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Puc. 2. 3kcnpeccusa MPHK reHos nyTu TkKaHeBoro dakrtopa (TF, TFPI1, TFPI2), UHTMGUTOPOB aKTMBaTopa nna3MmuHoreHa (UPA, PAI1), bakTopa
MHAYKLMKU TMNoKeuu (HIF-1a) B 3aBUCMMOCTH OT HO30JI0MMK OHKOIOrMYECKOro npoLecca v Npu He310Ka4eCTBEHHOW NaToNorum

lpumeyaHune. * — p<0,001 xapaKTepu3yeT pasHuLy B IKCMPECCUU TUMa OMYXONnU U HEOHKONOrnyeckux odaros. CHO — capkoma HOuHra,
OC — ocTteocapkoma, PMC — pa6gomunocapKkoma, H3 — He3nokayecTBeHHas NaTonorus.

aHruoreHesa (gaHHble He MNpeacTaBieHbl), Kpo-
Me 6onblwunx 3HavyeHun VEGFR1 (34,4186 npoTtuB
12,2564; p =0,027), VEGFR2 (35,1163 npoTtuB
18,8205; p =0,043) n TFPI1 (2,9261 npoTtus 1,6039;
p =0,027) ansa KoropTbl MaLMeHTOB C BOCMNaNUTENb-
HbIM MPOLLECCOM.

YpoBH#u akcnpeccun mPHK ¢pakTopoB

aHrumoreHesa B TKaHM OIMyX0JIU NaLUEeHTOB

C JIOKaJIn30BaHHbIM U PacnpocTpaHeHHbIM

OHKOJIOrM4€CKUM NpoLeccom

YPOBHM TONbKO [ABYX KOMMOHEHTOB W3 WCCNeao-
BaHHOro cnektpa ¢aKTOPOB aHrmoreHesa 3Hauu-
MO OT/M4Ya/MCb B rpynnax nauuMeHToB, BblAENEHHbIX
B 3aBMCMMOCTM OT Ha/lMyiusl MeTacTaTM4eCcKoro pac-
NPOCTPpaHEeHWs Ha MOMEHT MOCTAaHOBKWM [AuarHosa.
3kcnpeccus TFPI2 (0,0939 npotne 0,1783; p =0,041)
M cooTHoweHne wn3odopm VEGFA165/VEGFA189
(0,6765 npotuB 0,8235; p =0,007) 6bIIN HUXKE NpH
pacrnpocTpaHeHHOM OHKOMOrMYeCKOM mnpoLlecce no
CpaBHEHUIO C JIOKaNM30BaHHbIMKM dopMamu 3abone-
BaHMUs.

OBCYXAEHUE

Pe3lome 0CHOBHOro pe3ynbTata

uccnegoBaHua

B HacToswen pabote Mbl MCCNeaoBaNn YPOBHM
akcnpeccn MPHK y nauvMeHTOB OeTcKoOro Bo3pa-
CTa C NaToONOrMen KOCTEW U MATKMX TKaHen. YPOBHMU

3KCMPECCUU OLEHUBANM BHYTPW TPYMM C OHKoOMaTo-
NIOTUen; TaKxe NPoBOAMIOCh CPaBHEHME C KOFOPTOM
nauMeHToB 6e3 3/10KaY4eCTBEHHOroO npotecca. bbinu
M3y4yeHbl KOMNOHeHTblI VEGF, npoTteasbl U UX UHIMOU-
TOPbI, @ TaKXe UHIMOUTOPbLI NPOBOASALLMX NyTEN TKa-
HeBoro ¢gaktopa. CornacHoO NOJy4YeHHbIM pe3ynbTa-
TaMm, ypoBHU 3kcnpeccun VEGFC, VEGFR1, VEGFR2,
VEGFR3, HIF-1a, TFPI1, TFPI2 n uPA 6binx Bbilie
B HEOMYXOJIEBbIX OYarax no CPaBHEHMIO KaK C 06LLen
KOropTOM OHKOBOMbHbIX, TAK 1 C TpynnamMu OTAENbHbIX
BMOOB HO30/0rMn (capkoma HOuHra, octeocapKkoma,
MATKOTKaHHbIE OMYXO0H).

0O6cyXaeHue OCHOBHOro pe3ynbraTta

uccnegoBaHusA

KOCTHble M MSIrKOTKaHHble CapKOMbl MpeacTaB-
NF0T FPynny reTeporeHHbix 3aboneBaHun Me3eHXU-
ManbHOM npupoabl [1-3]. HecmoTpsa Ha cywecTBy-
lowme anroputmMbl MOPGOONOrMYECKON AWMArHOCTUKM
OGMONCHMINHbIX MpenapaToB NPy NOCTaHOBKE OHKOJOMM-
YeCKOro AmMarHosa, 40 HacTOSsILLEr0 BPEMEHM OCTaeT-
€Sl aKTya/lbHbIM BOMPOC, MOTYT I 6bITb OGHAPYKEHbI
KaKkune-Tnbo [OOMONIHUTENbHbIE MapKepbl, Cnoco6-
cTByowmne aAnddepeHUNpPOBKE 3/I0KAaYeCTBEHHOM
W HE3N0Ka4YeCTBEHHOM NpMUpoabl 3aboneBaHus [5, 6].
dopMUpOBaAHME OMYXO/b MNATONOMMYECKOW COCYau-
CTOM CeTu npoucxoauT Ha doHe GU3MONIOTMYECKOTO
aHrmoreHesa, KOTOPbIM OCOGEHHO aKTUBEH B AeT-
CKOM pacTylieM opraHuame [17, 18]. He Bbi3biBaeT
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COMHEHMS, 4TO MapKepbl aHrMoreHesa, npoayumpye-
Mbl€ OMyXOJIEBbIM Cy6CTPaTOM, MOryT ObiTb YA06HOM
MULLIEHbIO A5 TAPreTHOW Tepanuu, TaK e Kak U cny-
HWUTb KPUTEPUSMM ANS MPOrHO3UMPOBAHWUA TEYeHWS
n ucxoga 3abonesaHusa [6, 7, 17].

B nutepaTtype npeacTtaBfieHbl daKTbl, YTO OKOMO
15-20% Bcex 3/10Ka4eCTBEHHbIX HOBOOOGPA30BaHWUM
MOTyT GblTb UHULMUPOBAHbLI UKW YCYryGaeHbl Hannyu-
€M BocnanutenbHoro npouecca [8, 17]. Bocnanenwe,
TaK e KaK M aHrmoreHes, CTUMynMpyeT obpa3oBa-
HWE LUMTOKMHOB, GaKTOPOB poCcTa, NPOTEOUTUYECKMX
depmMeHTOB, NPOTEOINMKAHOB, MMNUAHLIX MEANATOPOB
n npoctarnaHgnMHoB [10]. TMNOKCHMYECKME MNPOLECCHI
B y4yacTKax BocnaneHus ¢Gu3noNormyeckn comnpoBo-
KAalTcs MeTaboNMYeCKUMU CABUraMM U TUNEPIK-
cnpeccuen darktopa HIF1, KoTopbi B CBOKO o4vepenb
CTUMYNMPYET CMHTE3 GaKTOPOB aHrnoreHesa [14, 15].
Taknm 06pa3oM, HallM AaHHble NOATBEPXKAAIOT rMno-
TEe3y 0 TOM, 4YTO FMNEPIKCMNPECCUSA HEKOTOPbIX PaKTo-
POB aHrMoreHe3a ABMAETCS NPEeporaTtMBON He TONIbKO
3/10Ka4eCTBEHHbIX HOBOOOPA30BaHWM, U He MOXKeT
OAHO3HA4YHO paccMaTPMBaTbLCH KaK AMarHOCTUHECKUN
KPUTEPUI HANM4YUs CapKOMbI B JETCKOM OpraHu3me.

C Apyrovn CTOpPOHbI, B HACTOALLEM MCCNEAO0BaHUMU
OTMEeYeH CTaTUCTUYECKM 3Hayumo 060Jiee BbICOKUM
YPOBEHb 3KCMPECCUM HEKOTOPLIX M3odopm VEGFA —
VEGFA121, VEGFA165 wn cooTHoweHusa VEGFA165/
VEGFA189 — B TKaH$IX 3/1I0KAQY4€CTBEHHbIX OMyX0NeN.
Mo n3BeCTHbIM HaM [faHHbIM, GMONOrMyecKas PoJsib
pasnunyHbix n3opopm VEGFA ocTaeTcs HE A0 KOHLa
onpeaeneHHon [8, 9, 17]. Tak, VEGAF121 n VEGFA165
CEKPETUPYIOTCA B 3HAOTENMANbHbIX KIETKax M Crno-
COOGCTBYIOT MX aKTMBHOMY mMuToreHesy [10, 11, 18].
M30bopmbl ¢ 6GONbIIMM KONMYECTBOM aMMUHOKMU-
cnot — VEGFA165 v VEGFA189 — accouuunpytoTcs
B OCHOBHOM C MPUCYTCTBMEM B KJIETKAX, XOTH TOXE
ob6nagatoT cocyaucTon npoHuuaemocTbio [10, 17].
Cuutaetcsq, 4yto VEGFA165 60nee «BbirogHa» anas ony-
xonu, yem VEGFA189, xoT 06e n3opopmMbl y4HacTBYHOT
B /IOKaNbHOM aHrunoreHese [11, 17, 18]. OTmeueHo,
4yT10 Npun aedununte VEGFA165 KomneHcaTopHO NOBbI-
waetca ypoBeHb VEGFA189, ogHaKo 3TO He conpo-
BOXJAEeTCs YCU/IEHUEM MHBA3UKU OMYXOJIM B KOCTHbIN
mMo3r [17, 18]. COOTHOLWEHNE BHE- U BHYTPUKIETOM-
HbiX n30popm VEGFA paccmaTprBaeTcs psagoM aBTo-
POB KaK 3Ha4ynMbli BMonormiecku mapkep [17, 18],
M B Hallem UccneaoBaHWM Mbl YBUAENM 3TOMY Moa-
TBEPKOEHME.

[aHHble nuTepaTtypbl CBUOETENbCTBYIOT
O NoBbIlWEHHON 3Kcnpeccun VEGFA121, VEGFA165,
VEGFA189 npu ocTteocapKome, No4YevyHO-KNEeTOYHOM
paKe, HEMENIKOK/IETOYHOM paKe NIerkoro, Koaopek-
TanbHOM pake, capkome KOuHra, 4To accouunumpyeTcs
C paHHeN Nporpeccuen onyxonu 1 NIoXmum NPOrHo30om
3ab6oneBanua [17, 18]. Mo HaWWM AaHHbIM, Y NaLMEH-
TOB C CapKOMaMW YPOBEHb 3KCMPECCUMN ITUX MapKe-
poB 6bla1 3HAYMMO BbllLE MPU CPABHEHUU C FPYMMon
6e3 OHKONaTO/I0ruK, U Hapsay C 3TUM COOTHOLIEHWE
VEGFA165/VEGFA189 6bi10 MeHblle y NauueHToB
c IV ctaguen 3aboneBaHna B OTIMYME OT JIOKANM30-

BaHHbIX GOPM OHKOMIOrMYECKOro npouecca. Takxe
yCTaHOBJIEHA KOPPEensiunsa Mexay aKCnpeccuen atux
M30pOpPM KaK B ONYX0NEBOW TKAHU, TaK U B HEOMYXO-
NneBbIX oYarax.

CTaTUCTMYECKM 3HAYMMble OTIMYMS B YPOBHE
aKcnpeccuu TFPI2 6binn yCTaHOB/EHbI B rpynnax nauu-
€HTOB B 3aBMCMMOCTM OT Ha/M4YMa MeTacTa3oB Ha
MOMEHT AMarHo3a. IToT reH paccMaTpmMBaeTCs B Kaye-
CTBE OMyX0/IEBOr0 Cynpeccopa, B TOM YUC/IE KaK UHI K-
6uTtop aHrMoreHesa [18, 19]. B Hawem nccneaoBaHmm
ypoBHU TFPI1 v TFPI2 6binn 3Ha4MMO MEHbLLE B HE3/0-
Ka4yeCTBEHHbIX NaTONOMMYECKUX OYarax no cpaBHEHMIO
C OMyX0JIEBOM TKaHb0. [peacTaBnsgeTcs BarKHbIM Aafib-
Henlee M3y4YeHUe pPon MHIMOUTOPOB MNPOBOASLINX
nyTen TKaHeBOro GakTopa B KayecTBe OHKOMapKepa
€O 3HAYUTENbHbIM MPOrHOCTUYECKMM MOTEHLMASIOM.

OrpaHuyeHus uccinepoBaHus

MpynnupoBKa BbIABNEHHbIX Cly4aeB OCYLECTB-
NleHa No WHAMBWUAYyalbHbIM Mpu3HaKaMm, MpeacTaB-
NgoWNUM n3yyeHne akcnpeccmun MPHK reHos, acco-
LMMPOBAHHbIX C MPOLIECCOM aHrMoreHe3a B TKaHMU
HOBOOOpPa30BaHWS Yy MaLMEHTOB C HeE3NOKa4vyecT-
BEHHOW MaTONOrMENn U CapKoOMaMM KOCTHbIX TKaHEN.
[Jv3anH uccrnegoBaHus, 06bEM M XapaKTepuUCTMKa
BbIGOPKM MOTYT OKa3biBaTb BUAHWE HA BEPOATHOCTb
HanMYna cucTeMaTUHECKUX OLWMBOK U CTaTUCTUYe-
CKOM HeonpeaeneHHoCTU aNnsa BHelHen obobuiae-
MOCTK pe3ynbratoB. [laHHOe uccnegoBaHMe paccma-
TPUBAETCH KaK NMUIOTHOE, U MONyYeHHble pe3ynbTaThl
CBMAETENLCTBYIOT O BO3MOXHOCTU MJaHWPOBAHUS
M OCYLLECTBNEHUS MPOAONbHbLIX U KOHTPOJMUPYEMbIX
nccnefoBaHUi NO JaHHOW TEMATUKE.

3AKJ/IOYEHUE

[Ons capkom MArkMx TKaHen XapaKTepHbl 6onee
BbICOKME ypOBHUM 3Kkcnpeccun MPHK reHoB VEGFA121,
VEGFA165, cooTHoweHus VEGFA165/VEGFA189
n TFPI2.

Mpn He3noKa4yecTBEHHOW MaTo/ioTMKM B CpaBHe-
HMM C ONYXOJIEBOM TKAHbIO KOHCTATUPOBaHbI 60/bLINE
ypoBHM akcnpeccun MPHK reHoB VEGFC, VEGFR1,
VEGFR2, VEGFR3, HIF-1a v uPA. laHHble MapKepbl He
MOrYT accoLMMpoBaTbCs TOIbKO C MpoLleccammn ony-
XO0NEeBOro aHrnoreHesa.

CooTHoweHne wun3odopm VEGFA165/VEGFA189
Hapsay ¢ ypoBHem aKcnpeccumn MPHK reHa TFPI2 cTa-
TUCTUYECKM 3HAYMMO OT/IMYAETCS Y NaLMEHTOB C pac-
NPOCTPaHEHHbLIM OHKOIOTMYECKUM MPOLIECCOM U MpH
JIOKann30BaHHbIX dopMax 3aboneBaHus, U MOXKET
OblTb MCMO/Ib30BAHO B KayecTBe MPOrHOCTUYECKOro
MapKepa Ans nauMeHTOB AETCKOro Bo3pacTa c cap-
KOMaMu KOCTEN U MATKUX TKaHEW.

UCTOYHUK ®UHAHCUPOBAHUA
He ykasaH.

KOH®JIUKT HHTEPECOB
ABTOpbI CTaTbW MOATBEPAUAU OTCYTCTBME KOHO-
JINKTa UHTEPECOB, 0 KOTOPOM HEOBXOAMMO COOBLUTD.
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1 HaunoHanbHbIM MEAWLIMHCKUI MCCNefoBaTeIbCKUM LLEHTP OHKonorum uM. H.H. bnoxuHa,
MockBa, Poccuiickas Pegepauus

2 Poccuitckast MeAMLMHCKas akageMusi HENpPepbIBHOIO NpodeccuoHanbHOro 06pa3oBaHug,
MockBa, Poccuiickas Penepauus

JHAOCKONMUYECKUIN 3HAOHA3a/IbHbIX Noaxo.a
K yaa/leHU1o onyxoJien noJioCTU Hoca
M OKOJIOHOCOBbIX Na3yX ¢ pacnpocTpaHeHuem
Ha OCHOBaHHe Yyepenay AeTeH

OTcyTcTBME €AMHCTBa BO B3r/i4ax Ha BO3MOXKHOCTb M Lie/1eco0006pa3HOCTb NMPUMEHEHUS 3HAOCKONMMYECKUX IHAOHAa3albHbIX
MoAXoA40B K yAaseHWIo OnyxosaeH noaocTu Hoca, OKOJIOHOCOBbIX NadyX U OCHOBaHMUA Yeperna B neamaTpmuyecKon rnpakTtuke,
BO3pacTHble aHaTOMU4YeCKMe 0COBEHHOCTH NaLMEeHTOB JETCKOro BO3pacTa, TaK )Ke KaK n Masaoe KOJIM4eCTBO CyLLECTBYIOLMX
mcenefoBaHui, 3aTpyAHAIOT co34aHme ONTUMalbHOro 1e4e6HO-AMarHoCTUYECKOro alroputmMa ¢ npUMeHeHneM 3HA0CKOMNU-
4eCKOro 9HA0Ha3aabHOro NoAxoAa B XUPYPru4ECKOM MpaKTMKe AEeTCKOro oHKosora. Llenb nccnepgoBaHms: co3jatb OnTH-
MaJlbHbI aaropuTM dHAOCKOMUYECKMX IHAOHA3a IbHbIX 3TaNoB AMarHOCTUKM M yaaieHus 0nyXoies noaocT Hoca U OKOI0HO-
COBbIX Na3yx ¢ pacnpocTpaHeHneM Ha OCHOBaHWe Yepena rnpu ie4eHnn naLuneHToB JETCKOro Bo3pacta. Metoabl. B ycioBusx
HWUW [OI 3a nepuoa ¢ 2012 no 2017 r. npoBeaeHo 54 onepaTuBHbIX BMeLIATENbCTBA C NPUMEHEHUEM 3HOCKOMNYECKOro
9HAOHa3as/IbHOro nogxoda y 43 nauneHToB B Bo3pacte oT 1 mec fo 16 neT. CpegHuit Bo3pacT naLneHToB Ha MOMEHT M1po-
BegeHuns onepaumm — 8,1 roga. CooTHOWEHUE MasibyMKoB (n=23) u geBovek (n=20) B uccief0BaHHON rpyrnne coctaBuio
1,15:1, nnn 53,5 n 46,5% coorBeTcTBEHHO. 10 MOBOAY NOA0O3PEHNS Ha 3/10KA4€CTBEHHYIO OMyX0/b BbirnosHeHo 10 (18,5%)
ornepaTuBHbIX BMeLIaTe/IbCTB B 06bemMe 6MOorncun. YaaieHue 3/10Kka4eCTBEHHON ONyXoau 40 Hadasia creumnasibHoro ae4eHus
npoBegeHo y 2 (4,7%) nauneHToB. B nepByto rpynny Bowam 22 (51,2%) pebeHKa ¢ MOP®OI0rniecKku noATBEPKAEHHbIM
AMarHo30M 3/10Ka4eCcTBeHHOM onyxoan. B 50% ciyvyaeB 3/10Ka4ecTBEHHbIE OMNYX0/aMu BbiSIBASAANCL y AeTel B Bo3pacTe oT 10
no 14 net. Y 15 (68,2%) nauneHToB BepUpnLUMpoBaH oanH M3 MoOPGOIOrM4eCKMX BapuaHToOB capKoMm, y 6 (27,3%) — acTe-
3noHerpobnactoma, y 1 (4,5%) — nnmpoma bepKkutta. YaaneHue onyxoam Kak atan KOMNJIEKCHOro 1e4eH1sl NpoBeAeHo y 6
(27,3%) nauneHToB ¢ pab4oOMNOCaPKOMOM, Ha 3aBepLualoLemM aTarne 1e4eHus yaaneHne pe3ungyaabHoHM onyxoau BbiNOJIHEHO
euwe B 5 (22,7%) cnyyasx. [1To noBogy 3CTe3MOHENP06/1aCTOMbI MMPOBEAEHO 7 3HAOCKOMNUYECKMX dHAOHA3asbHbIX yaaneHui
onyxosn 'y 6 naumeHToB. Y ogHOro U3 HuX Gblia npoBeAeHa NoBTOpHas ornepaums ro noBoAy peumanBa 3abosieBaHus Yyepes
4,1 roga. Y 3 naumeHToB npu A-ctagmn, cornacHo Knaccuoukaumm Kadish—Morita, 6b110 BbINOJIHEHO TO/IbKO OrepaTMBHOE
sie4eHne B MOHopexxume. B 04HOM Cly4yae 9HAO0CKONUYECKOE dH[OHa3a bHoe yaaieHne peuninBHON 0CTEOCaPKOMbl BEPXHE-
4esII0CTHOMN Na3yxu n HMKHEN CTEHKU OpOUTLI BbINOJIHEHO Ha NePBOM 3Tare Ie4YeHUs. Y 04HOro U3 BKIIOYEHHbIX B UCCIEA0-
BaHMWe naymMeHToB nocJie npoBejeHMs 6MoNcHmn NoATBEPKAeH MoOPPOI0rM4eCKNit AnarHo3 reMaHrmonepuLMToOMsbl. YaaneHue
OMyX0Jin C MPUMEHEHNEM 3HAOCKOMMYECKOro 9HA0Ha3aabHOro noAxoAa BblfoJHEHO M10C/1e He0aAbloBaHTHON XMMMUOTeparnmu.
Bo BTOpYtO rpynmy BOLWAX nayneHTsl (n=21), y KOTOPbIX Ha OCHOBaHMM KOMIJIEKCHOIo 06C/1eJ0BaHUsi BO3HMKJIO MOA03pEHNE
Ha 3/10Ka4yeCTBEHHYIO OMyX0/b. B rpynne npeobaaganu geBo4ykm (13; 61,9%). bonblMHCTBO nauneHToB 6biim Mmosioxe 10 net
(13; 61,9%), cpeagHui Bo3pacT — 7,6 roga. Bo Bcex caydasix nocse yaaaeHus oryxosum BblMoIHS/I0Cb TMCTO10MM4YeCKoe ucee-
JoBaHWe, MoaTBepaUBLIee [O6POKa4YeCTBEHHYIO MpMpoay HoBoobpa3oBaHus. Pesynbratbl. Cpeau nauueHToB, KOTOPbLIM
BbIMO/IHS/I0OCh 3HAOCKOMMYECKOE dHAOHa3albHoe yaaseHue onyxonm (n=39), Mbl He BbISIBUIN HU OJHOIO C/y4asi CUCTEMHbIX
MU JTOKaAbHbIX MHPEKLUUHA, OpbUTasbHbIX OC/IOKHEHUI 1 KPOBOTEYEHMI B pe3ysbTaTe Hepacrno3HaHHOM TpaBmaTu3aunu
cocynos. JInkBopes B rnocieonepaLnoHHoM rnepuoge Habawganacb Ha 2—4-e cyTy 2 naymeHToB. M3 22 nauneHToB co 3/10-
KayeCcTBEHHbIMU OMyX0JIIMU UBbl 6€3 NPU3HAKOB NPOrpeccun 1 peunansa 3aboneBanuns 17 (77,3%), CpoK HabogeHns —
ot 1 mec o 5,1 roga. PeunamnBbl oTMeYeHbl y 5 (22,7%) nauneHToB B cpoku oT 1 mec Ao 4,1 roaa. JleTanbHbih ucxoq — y 4
(18,2%) naumneHToB, M3 HUX y 3 (13,6%) — B cBsI3U C nporpeccupoBaHnem onyxoau, y 1 (4,5%) netanbHocTb 06yc/10B1€HaA NPU-
YnuHamm, He CBA3aHHbIMM C MPOrpeccueit U TOKCMYHOCTbIO Ie4eHus. B rpyrnne nayneHToB ¢ JO6pOKa4eCTBEHHbIMU ONYX0I5MU
(n=21) Bce »xnBbl B CPOKMU HabaogeHus: oT 1 mec go 1,6 roga. PeunanBel oTmedeHsbl y 3 (14,3%) nauneHToB: B 2 (9,5%) cnyyasx
peunanBbl BO3HUKAW Y NaluneHToB ¢ ¢pnbpo3Hoi aucnnasunen B teyeHmne 7-9 mec; y 1 (4,8%) pebeHKa pa3Buiacs peunans
aHrModu6POMbI HOCOINIOTKK. lMaLmneHTam npoBeAeHO NOBTOPHOE yaaneHue peunanBHom onyxoin. CpoK HabalaeHUs nocae
noBTOpHOM onepauymm — ot 1 go 11 mec. 3aKao4yeHme. Ha 0CHOBaHUU aHHbIX COBPEMEHHbIX MeANLIMHCKUX nCCae[0BaHUN
M COBCTBEHHOIO KIMHUYECKOro OrbiTa COpPMYINPOBaH airopuTM dHLOCKONUYECKOIro dHAOHa3albHOro NoAxoa K yaaneHuio
0ryXxoJiei oa0CTh HOCa M OKOJIOHOCOBbIX Na3yX C pacrnpocTpaHeHneM Ha OCHOBaHMUe Yyepena 415 3TanoB KOMIMJIEeKCHON anar-
HOCTUKM U JIEYEHUS NaLMEeHTOB ETCKOro Bo3pacTta.

Knio4yeBblie cnoBa: 3HAOCKONMYeCKoe 3H/J0Ha3a/ibHoe yaJleHhne onyxoJiu, pabjomMmmuocapKoma, 3CTe3MoHeHpo6acTo-
ma, AeTH, onyxosiu OCHOBaHHUSA Yepena.

(Ansa untupoBaHusa: Mepkynos O.A., Top6yHosa T.B., bynetoB [.A., MNonsgkos B.[. QHAOCKONUYECKUI 3HAOHA3abHbIM NOA-
XO4 K yAaneHuto onyxojiern MosocTh HoCa U OKONOHOCOBbLIX Madyx C pacnpoCcTpaHeHWeM Ha OCHOBaHWe 4Yepena y [eTen.
OHKkoneaunatpus. 2017;4(4):269-282. Doi: 10.15690/0nco.v4i4.1813)
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OBOCHOBAHME

Onyxonn nonoctu Hoca (MH), OKONOHOCOBbLIX
nasyx (OHIM) n npuneratouwmnx oTAeN0B OCHOBaHUSA
yepena (OY) coctaBnatT 3—-5% BCcex onyxonen aet-
cKoro Bo3pacta [1-3]. Cpean 3/10Ka4eCTBEHHbIX OMy-
XONEen AaHHOW NOKanusauuu y aeten npeobnagatoT
CapKOMbl MATKUX TKaHEW, B OCHOBHOM NpeacTaBeH-

Hble pabgommnocapkomon [1]. B ¢BA3M ¢ NO3AHMMMU
KIMHUYECKMMU MPOSBNEHUSIMW HOBOOOGPaA30BaHMM
M 6/IM30CTbIO PACMONOKEHUSA K BaXXHbIM aHaTOMMU4e-
CKWM CTPYKTYypaM, TaKMM KaK opraH 3peHUsl U ronoB-
HOM MO3r, cO3JaloTCs CepPbe3Hble NMPo6aAeMbl NpU
NPoOBeAEHNN ANArHOCTUKKN U NEeYeHUs AETEN C 3TOM
naronoruen [2].
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Endoscopic Endonasal Approach for the Tumor
Removal in Children with Nasal Cavity and Paranasal
Sinuses Cancer with Skull Base Metastases

Background. Diversity of opinions on the possibility and feasibility of using endoscopic endonasal approaches for
the removal of tumors located in the nasal cavity, paranasal sinuses, and the base of the skull in pediatric practice,
age-related anatomical features of pediatric patients, as well as little conducted research make it difficult to elabo-
rate an optimal therapeutic-diagnostic algorithm for the application of the endoscopic endonasal approach (EEA) in
the surgical practice of a pediatric oncologist. Objective. The study is aimed at the development of an optimal algo-
rithm for endoscopic endonasal methods for diagnosis and surgery of tumors located in the nasal cavity and parana-
sal sinuses with skull base metastases in pediatric patients. Methods. During the period from 2012 to 2017 at the
NMRC of pediatric oncology, 54 endoscopic endonasal surgeries were performed in 43 patients aged from 1 month
to 16 years. The mean age of patients at surgery was 8.1 years. The ratio of boys (n=23) and girls (n=20) in the study
group was 1.15:1, or 53.5% and 46.5% respectively. About 10 (18.5%) operative interventions in the biopsy volume
were performed regarding the suspicion of a malignant tumor. Removal of a malignant tumor before the beginning
of a special treatment was performed in 2 (4.7%) patients. The first group included 22 (51.1%) patients diagnosed
with morphologically confirmed malignant tumor. In 50% of cases, malignant tumors were detected in children aged
10-14 years. One of the morphological variants of sarcoma was verified in 15 (68.2%) patients, esthesioneuro-
blastoma (ENB) — in 6 (27.3%), and Burkitt’'s lymphoma — in 1 (4.5%). Surgery as a part of complex treatment was
performed in 6 (27.3%) patients with rhabdomyosarcoma (RMS) and at the final stage of treatment the removal of
residual tumor was performed in 5 (22.7%) cases. 7 endoscopic endonasal surgeries were performed in 6 patients
with ENB. One of them underwent repeated surgery in 4.1 years due to the relapse of the disease. In 3 patients in
the stage A according to the Kadish—Morita classification, only operative treatment was performed. In one case,
endoscopic endonasal resection of recurrent osteosarcoma of the maxillary sinus and the inferior orbit wall was per-
formed in the first stage of treatment. In one patient enrolled in the study, the diagnosis of hemangiopericytoma was
morphologically confirmed after the biopsy. Surgery using EEA was performed after neoadjuvant chemotherapy. The
second group included patients (n=21) who had a suspicion of a malignant tumor according to the results of com-
prehensive examination; girls predominated — 13 (61.9%). The majority of patients were under 10 years old — 13
(61.9%), the mean age — 7.6 years. In all cases, after the removal of the tumor, a histological study was performed,
confirming the benign nature of the neoplasm. Results. In patients who underwent endoscopic endonasal surgery
(n=39), we did not register any case of systemic or local infections, orbital complications or bleeding associated with
unrecognized vascular trauma. Cerebrospinal fluid leakage in the postoperative period was observed in 2 patients
on the 2nd-4th day. In 22 patients with malignant tumors, 17 (77.3%) patients are alive without signs of progres-
sion and recurrence of the disease, the follow-up period is from 1 month to 5.1 years. Relapses were registered in 5
(22.7%) patients in the period from 1 month to 4.1 years. Lethal outcome occurred in 4 (18.2%) patients, 3 of them
(13.6%) — due to the tumor progression, 1 (4.5%) — due to reasons not associated with tumor progression or toxic-
ity of treatment. In the group of patients with benign tumors (n=21), all were alive during the observation period (1
month to 1.6 years). Relapses were registered in 3 (14.3%) patients. In 2 (9.5%) cases, relapses occurred in patients
with fibrous dysplasia in 7-9 months. In 1 (4.8%) case, the development of recurrent angiofibroma of the nasophar-
ynx was observed. Patients underwent re-operation. The observation period after the repeated surgery lasted for
1-11 months. Conclusion. The endoscopic endonasal approach for tumor removal in children with the nasal cavity
and paranasal sinuses cancer with scull base metastases was developed basing on the data of modern medical

research and personal clinical experience.

Key words: endoscopic endonasal tumor removal, rhabdomyosarcoma, estesioneuroblastoma, children, skull

base tumors.
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MNocneaHune fecatuneTuns O3HaMeHOoBaNnCb
pa3paboTKOM W BHEOAPEHMEM HOBbIX TEXHOJIOMMN
C NPUMEHEHWEM 3HAOCKOMUYECKOM TEXHWMKMK, a TaK-
K€ BHeApeHWeM 3HAOHa3asbHblX 3HAOCKOMUYECKMX
Nnoaxo[0B K OCHOBaHMIO Yepena. Ha ocHoOBaHWK aHa-
NIM3a pes3ynbTaTtoB psaga MeanLMHCKUX nccneaoBaHmni
OTMEYEHO, YTO NPUMEHEHNE SHAOCKOMMYECKOro 3HA0-
Ha3anbHoro noaxogda (A3M) ana ynaneHnsa onyxonen
MH, OHIM, O4 y B3pocnbix NaLMeHToB cnoco6CcTBOBA-
/10 JOCTOBEPHOMY CHWMXXEHWIO KOSIMYECcTBa peLunau-
BOB [3-5]. HecmoTps Ha o6HagexuBawlne pesysb-
TaTbl Y B3POC/bIX NALMEHTOB, 0OGBEM aHaNOrMYHOro
NPaKTUYECKOro OMbiTa B NegMaTpPUYECKOW NpaKTUKe
KpanHe HEBEJMK.

OTcyTCcTBME €AMHCTBA BO B3rfsgax Ha BO3MOXK-
HOCTb M Llenecoo6pasHoCcTb NpumeHeHnsa 330 K ony-
xonam IMH, OHM 1 OY B oHKONeanaTpuu, BO3pacTHbIE
aHaTOMMYeCcKrMe 0COBEHHOCTM MaLMEHTOB AETCKOro
BO3pacTa, TaK e KaK M Masoe KOMMYEeCTBO CYylLecT-
BYIOLLMX UCCNEeA0BaHWI, 3aTPYAHAIOT cCO34aHMe ONTH-
ManbHOro ne4yebHO-AMarHOCTMYECKOro anroputMa
¢ npumeHeHnem 33l B NpaKTUKe AETCKOro OHKoNora.

Llenbto Hawero ncenenoBaHusa 6bi10 pa3paboTtaTtb
ONTUMasbHbIA anropmuT™M 3HAOCKOMMYECKOrO 3HAOHA-
3aNbHOro MNoAaxofa K yAaneHuIo OMnyxosen MnosocTH
HOCa M OKOJIOHOCOBbIX NMa3yX C pacnpoCcTpaHeHUeM Ha
OCHOBaHMWe 4yepena Ans 3TanoB KOMMNEKCHOW guar-
HOCTUKM W Ie4eHns NaLMeHTOB AETCKOro Bo3pacTa.

METO[bI

[OAn3aiH uccnegoBaHua

B xoZe peTpoCcneKTMBHOIO nUccneaoBaHns NpoBe-
[eH aHanu3 43 nctopun 60ne3HN aeTen B BO3pacTe
1 mec — 17 neT ¢ NOATBEPHKAEHHbIM AMArHO30M Ony-
xonu MH, OHI 1 OY4, KoTOpbIM NPOBEAEHO yaaneHune
HOBOOGpA30BaHMN C MNPUMEHEHWEM 3SHAOCKOMMYE-
CKOro aHAOHa3albHOro Noaxoaa.

Kputepum cootBeTCTBUA
Kputepumn BKAOYEHNS

e Jlo6pOKa4yecTBEHHbIE U 3TI0KAYECTBEHHbIE OMYXO-
/1M OKOJIOHOCOBBIX Ma3yx y NaLneHTOB B BO3pacTe
0-17 ner.

e CneunanbHoe nevyeHune 1 yganeHre onyxosu ¢ npu-
MeHeHneM I3l KaK aTan KOMMIEKCHOro Jie4eHns
Ha OCHOBaHWK MOPdOSIOrMYECKON BepuduKaLmm
3/10Ka4eCTBEHHOW OMYX0/IM OKOJIOHOCOBbLIX Ma3yX.
Kputepumn nckawyeHus

e OTKas nauMeHTa UM ero 3aKOHHbIX NpeacTaBuTe-
new ot neyenus 8 HUM AOT dIbY «<HMWL, oHKkono-
rmn um. H.H. bnoxuHa» MmnusgpaBa Poccun.

YcnoBusa npoBegeHus

UccnepoBaHne nposegeHo B HUW OO0 Oy
«HMWL, oHkonornn um. H.H. BnoxnHa» MuH3gpaBa
Poccun, MockBa, Poccuickaa depepauuns (nanee
HUW O0r).

MpoaonxutenbHoCTb uccaegoBaHua: 2012-
2017 rr.

OCHOBHbI€ NPUHLUMNBbI 0TGOPA 6GOJbHbLIX,

NJaHUPOBAHUSA yaaJiIeHUs onyxonen

MH, OHIM n 04 ¢ ucnonbzoBanuem I3l

M nocneonepaluoHHOE CONPOBOXAEHUE

nauuMeHToB

B npeabiaywmnx nybavkaumax Mbl 0603Ha4YMIM
npuHuunnsl A3MN anga ynanenus onyxonen MH, OHM 1 OY
[6]. Hawun nogxoabl He npoTMBOpedYaT peKoMeHaa-
umam EBponenckoro AOKymMeHTa 3HAOCKOMUYECKOro
MeHemxMeHTa onyxonen MH, OHIM 1 O4 [7]. B HacTos-
wen paboTe Mbl XOTUM OCTAHOBUTbLCSA Ha TEXHUYECKUX
ocob6eHHocTax A3 K yganeHuto onyxonemn y naumeH-
TOB AETCKOro Bo3pacTa.

lMpegonepalyUOHHbIN 3TAN

O6ocHoBaHue BblGopa 331 n XMPyprudeckux
AO0CTynoB

MNepen onepaunen HeO6GX0AMMO OLEHUTbL Obllee
COCTOSIHME MNaUMeHTa W BOBJIEYEHHOCTb B MpoO-
Lecc 4epenHo-mo3roBbiX HepBOB. Ha ocHoBaHWwu
JaHHbIX MPT C KOHTPAcCTHbIM YCU/IEHUEM WU3YYUTb
pacrnpocTpaHeHne OMnyxonu ¢ Lenblo BbiGopa oONTu-
ManbHOr0 XMpypruyeckoro goctyna. KomnbioTepHo-
Tomorpaduyeckasa (KT) aHrnmorpacdua Heobxoauma
AN yCTaHOBIEHUSA 3HAYMMOTr0 UCTOYHUKA KPOBOCHA6-
eHua onyxonun. BoBneyeHne cocyaucTbiX CTPYKTYP,
TaKMX KaK KaBEPHO3HbIN CUHYC UKW COHHas apTepus,
He ABNsSeTCS abCOMIOTHLIM MPOTUBOMNOKA3aHWEM, HO
[IOJIXXHO ObITb YCTAHOBNEHO A0 onepaunn. MNMpun Heob-
XOAMMOCTU MPOBOAMTCS CENeKTUBHaAs am6osM3aumns
N OKKNIO3US BETBEN KapoTuaHon apTepun. CornacHo
pesdynbTataMm MpoBeAeHHOro ob6bcnegoBaHnsa  Gop-
MYNMPYeTCs KAWHUYECKWMI auarHos. Ecnn nmauuneHT
nmeeT MOpPONOrnyecKoe NoATBEPKAEHME 3/10Kave-
CTBEHHbIM OMNyX0SIK, TO NpeaonepaLmnoHHbIM AnarHo-
CTMYECKMI 3Tan, KaK NpaBMIo, COBNagaeT C 3TanHbIM
o6cnenoBaHnMeM nepen NpoBeAEeHUEM NOKanbHOMo
KOHTPONS B CPOKM, YCTAHOBJIEHHbIE NEeYEBHbIM MPO-
TOKONOM. B Halwem uccnenoBaHuM npegonepaumnoH-
Has NOAroTOBKa BKJ/OYana MPOBEAEHUE OKKO3WUK
3HAYMMbIX MCTOYHMKOB KPOBOCHAGKEHUS OMyXO/u
y 60nbHbIX pabgomunocapkomon (y 13/43; 30,2%)
M Yy NaUMEHTOB C reMaHrMonepmunMTOMOn, 3CTE3NO-
HEMpo61acToMoOn U aHTMOPMOBPOMOM HOCOTIOTKK (MO
1 cnyyato; 2,3%). Ang Kaxporo pebeHKa npoueaypa
6blN1a ycnewHon. SHAOCKOMNMYECKOEe TpaHCHa3anbHoe
yaaneHne Onyxonu BbINOJHANOCL He no3gHee 24 4
nocne nNpoBeAeHNS OKK/I03UK, a B 2 clydasax — Hemno-
CpeacTBEHHO MOCNE ee 3aBepLIEHNS.

Bbi6op goctyna K onyxonam MNH, OHM 1 OY npu npo-
BeaeHnn onepauunn 33MN B 6OblUEN CTENEHU onpe-
[AenseTcs CTeneHbld BOB/IEYEHHOCTU B OMYXOJEBbLIN
NPOLECC BaKHbIX aHAaTOMWYECKUX CTPYKTYP, B MEHb-
len cTeneHn Ha BbIGOP BAUSET MOPGHONOrnsa Onyxo-
nn. AHaTOMMUYECKME CTPYKTYPbI, BXoaslimMe B o6nacTb
pe3eKLuumn, onpeaensoTcs Ha OCHOBaHWKU X OPUEHTa-
LMW1 B cCarMTTasbHOM M KOPOHAPHOM MIIOCKOCTSX.

Mpn pabgommocapkome, acTe3MoHenpobnacTome,
MeHMHrouersne, WBaHHOME, XOpAOME, XOHAPOCapKoMe,
pacrnpoCcTPaHSOLMXCS Ha KPbINOBUAHYO KOCTb (Kpbl-
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NbS1 U TENO), NaTepaibHbl KABEPHO3HbIN CUHYC, Nepe-
[AHIO W CPEeLHIO0 YepernHyo SIMKK, LenecoobpasHo
NPOBOAMTb 3HAOCKOMMYECKOE 3HAOHAa3aNbHOe yaane-
HWE OMyXOJIM C UCMONb30BaHNEM TPAHCKPbITOBUAHO-
ro U TpaHC3TMOMZANbHOro AoCTyna.

UHTpaonepaunoOHHbIN 3Tan

B nonocTb Hoca NnomMeLwatoT TYPYHAbl C PaCTBOPOM
oKkcumeTasonuHa 0,05% cpaly nocne WHTy6auuu.
Cnuanctasg 060104Ka Hoca AOMNONHUTENIbHO UMHOUNb-
TpUpyeTcs pacTBOPOM NMAOKanHa 2% Ans noaaepa-
HUS remocTasa.

MNepea Havyanom onepauuy NauMeHTbl Moay4vatoT
aHTMbaKkTepuanbHyto Tepanuio. lNpenapaTtom BbI6O-
pa aBnsgeTcs aHTMOUOTUK LedanocnopuHOBOro psaaa
Il nnn IV NoKoneHus, KOTopbIM NepekpbiBaeT dGaopy
pecnupaTtopHOro TpakTa M MPOHUKaEeT Yepes3 rema-
TO3HUedanmyeckmn 6apbep. BBeageHne aHTMOMOTHKA
NpoAao/iKaeTcsa B MnocneonepaunoHHoM nepuoae oo
yAaneHus HaszanbHblX TAMMOHOB.

Bce 3HAOoHazanbHble  AOCTYMNbl  Ha4yMHAOTCH
C NOAroTOBKM HOCOBOIO Kopuaopa. CpeaHas HocoBas
paKOBMHa C O[IHOM CTOPOHbI NOABEPraeTcst HaCTUHHOM
pe3eKLUN MAK aMnyTaluun Ha paHHen ctagum onepa-
LMK, 4TOObl 06EecnevYnTb NPOCTPAHCTBO AN paboThl
3HAocKona. [Ans ¢popMMpoBaHMS LIMPOKOIro HOCOBO-
ro KOpMaopa Ba)XHO pes3euupoBaTtb NPUMEPHO 2 CM
3aJHen 4acTM HOCOBOW neperopoaku. lNpoBeaeHue
PE3EeKLMN KPIOYKOBUAHOIO OTPOCTKA AaeT Mpeunmy-
WwecTBa Ans BU3yanuMsauuu v yganeHus cybetpaTta us
BEPXHEYENIOCTHOM Na3yXxHMu.

[Ansa obecnevyeHns HenpepbiBHOW BMU3yanu3auuu
M COCYAMCTOro KOHTPONS A0 Hadana XMPYpPru4eckmx
MaHWUMNyNSLUMI C OMYyXOnblo NMPOBOAATCA nepuogmye-
CKOE opolleHne ornepauuMoHHOn obnactn GuU3nosno-
rMYEeCKMM pPacTBOPOM HaTpusa xiopuaa M acnupa-
LM paHeBOro oraensemMoro (MpuHuMn «CBOGOAHOro
XUPYPTrUYECKOro Nons»).

LUnpokaa Bu3dyanusaums rpaHul, onyxonn OHII
1 OY gocTuraetcs NyTeM yaaneHus ee MHTpaHasanbHOro
KOMMOHeHTa. KaK npaBuno, Ha 3TOM 3Tane npoBoASATCS
CENTIKTOMMS, MefuanbHash MaKCUIIKTOMUS, pacLUu-
peHHas cheHounpanbHas U GpoHTanbHass CUHYCOTOMMS
(MogndunumpoBaHHas meToaunKa Jlotpon) ans obnerye-
HUS BM3yanu3auuu M OOCTyna K NuTaloWwmMm cocyaam.
OHAOCKOMMYECKass BM3yanu3auus BEPXHEYENOCTHOM
aptepuu (a. maxillaris) npeacrtaBneHa Ha puc. 1.

KnuHoBuaHasa nasyxa 9BNSETCH OTNPaBHOM TOY-
KOM [Ona noaxodoB K 06/acTW, pPacnonOXEeHHOM
MEX/y 3puTeSibHbIM HEPBOM M BHYTPEHHEW COHHOM
apTepuen. lpepensl BuM3yanu3aumm onepaumoHHO-
ro nofs NpPoCcTMpatoTcs OT TIOOGHOM Na3yxu A0 YPOBHS
C,-N03BOHKA B CarnTTasbHOM MIOCKOCTH 1 OT TypeLl-
KOro cenna Ao PeMHOro OTBEPCTUS — B KOPOHap-
HoW. [Moaxoa K 60KOBbIM YacTdM BO MHOTOM 3aBUCUT
OT BO3MOMXHOCTU BbINMOJHEHUS TPAHCKPbITOBUAHOIO
M TpaHCMaKCUANSpHOro aoctyna. Mbl He MpumeHs-
em I3l ang nopaxkeHun, Tpebyroumx opbuTanbHOM
pPe3eKLUU, MAaKCUNNIKTOMUK, NPKU BpacTaHUKU OMyXo-
NN B KOCTHbIE CTPYKTYPbI UK KOXKY.

Puc. 1. SHgocKkonunyecKkasa Budyanusauus a. maxillaris (ctpenka)

OCHOBHbIM MPWHLMNOM Ha 3Tane ygajseHus ony-
xonu MH, OHI, OY gaBnaeTtca cTpemneHne K 6110Ko-
BOW pe3eKuuu, a ecliv 3TO HEeBO3MOXHO, TO Mpo-
BoAMTCH dparMeHTMpoBaHue (debulking) onyxonu.
OKCTpaKancynspHoe pacceyeHue KpaeB OMyxo/u
C paHHEN UWOEHTUPUKALMEN HEPBHLIX W COCyaM-
CTbIX CTPYKTYpP, BOBJI€YEHHbIX B MPOLIECC, MO3BOSA-
eT u3bexartb MWHTPaonepaunmoHHbIX OC/IOXHEHUN.
MakponpenapaT onyxonu (pabgommMocapkoma) ¢ Npu-
NnerawumMMmn TKaHIMKU NPOAEMOHCTPUPOBAH Ha puc. 2.

[MpuMeHeHMe HaBWrauMOHHOro 060pyaOBaHUSA
notpe6oBanocb y 3/43 (6,9%) NnauMeHTOB C MHTPa-
KpaHWanbHbIM pacnpocTpaHeHMEM OMNYX0JIM U TECHbBIM
npuaexaHMeMm K COCYyAMCTbIM CTPyKTypaM. Bo Bcex
clyyasx yaanocb NPOBECTW paAuKalibHOe yaaneHue
ONyxon u n3bexatb 3HAa4MMOMN KPOBOMOTEPH.

Puc. 2. MakponpenapaT onyxonu (pabgoMuocapkoma) ¢ npunerato-
LWMMKN TKAHAMU
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MpuHUKMNDbI BbIGOpa XMPYPru4eCcKoro

MHCTPYMEeHTapua

330N anga ynaneHua HoBooGpasoBaHui MH, OHII
1 OY TpebyeT cneaytoLLero OCHaleHus:
® CUCTEMY BMAEOpPErnucTpaunn-apxmeaLmm;

e Buaeoannapartypy (3D-Kamepa 1 MOHUTOPbI);
° NPUBOPLI MPPUTraLUKU K acnnpaLmu;
® COBPEMEHHbIE }KECTKME 3HAOCKOMbl ¢ GUKCMPO-

BaHHbIM yrinom o63opa 0° n 45°.

CTaHOapTHble XUMPYPrUYECKUE WHCTPYMEHTbI He
noaxoasaT Ans NPOBEeAEHUS 3HAOCKOMUYECKUX onepa-
unn. HeobxoaMMO OCHaCTUTb OMepaLMoHHY Habo-
pOM cneumManbHbIX MHCTPYMEHTOB A/19 3HAOCKOMMYe-
CKOM XMPYPrun, K KOTOPbIM NMPeabsaBasaoTcs ocobble
TpeboBaHus. Bce MHCTPYMEHTbI JOMKHbI UMETb AJINH-
Hbl€ PYYKM U ObITb 3PFrOHOMMUYHbBIMMU, T.€. cOanaHcUpo-
BaHHbIMW: JaHHAs KOHCTPYKLINS MPUMEHSAETCH KaK Ans
PEXYLIMX MHCTPYMEHTOB M AUCCEKTOPOB (pacnartopsl,
ANVHHBIE U W3OrHYTble CBEpna), TaK U ANS UHCTPY-
MEHTOB npu paboTe ¢ TBEPAOM MO3roBON 060IO4KON
(M30OrHyTbIE B MOSIHOM CMEKTPE HanpaBaEeHUN).

[ns obecneyeHunsa remocta3da He0H6X0AMMO OCHACTUTb
onepaLmoHHY BUNONAPHLIMK WKUALLAMU U MOHOMONSP-
HbIMM pacnatopamMu. 3HauuTeNbHbIM BKNaa B 6e3ona-
CHOCTb W paAMKanbHOCTb 3HAOCKOMMYECKOro 3HAOHa-
3aNbHOr0 yAaneHuss OnyXxonM BHOCUT HaBWUraLMOHHOE
o6opyaoBaH1e. HaBurauMoHHbIE CUCTEMbI B 3HAYUTESb-
HOW CTEeneHW PaclMpstOT BO3MOXHOCTW XMpypra npu
paboTe B HEMOCPEACTBEHHOM BG/IM30CTU OT MarncTpasib-
HbIX COCYIOB M KPYMHbIX HEPBHbIX CTBOJIOB, a TaKKe
MOBbLILWAT BEPOATHOCTb MOMHOMO yAaneHUs Onyxonu 3a
CYET HaNnoXeHus npegonepawmoHHoro KT-nccnegosaHuns
Ha 3HAOCKOMWYECKOe W306paXKeHue OonepaLuoHHOro
Nnonsi B pexxmMme peasnbHOro BpeMeHu [6].

MpUHLUUNbI PEKOHCTPYKTUBHOIO 3Tana

onepauuu

Heo6xooMMOCTb  MPOBEAEHUS  PEKOHCTPYKLMMK
OCHOBaHMWSl 4eperna He 3aBUCWUT OT WCMOAb3YyeMOro
noctyna. lpobnema pPEKOHCTPYKLUMM NOcne yaaneHus
onyxoneun ¢ npumeHeHnem I3l HaxoauTcs B npoLec-
Ce COBEpPLIEHCTBOBaHUA. KpUTUYECKMMN MOMEHTaMMU
npu NPOBEAEHNN PEKOHCTPYKLMM ABNSETCS 3aKpbiTUE
nedeKToB TBEPAON MO3rOBOM 060/I0HKN U UCTOYHUKOB
KpOBOTEYEHUS (06ecnevyeHne HaJIeXKHOro remocrasa).
[nacTMKa NpoBOAMTCS C UCMOJIb30OBAHMEM KaK ayToma-
Tepuanos, Npexae BCcero CO6CTBEHHOM LMPOKON dac-
umn 6epapa (fascia lata) naumeHTta, Tak 1 buomarepua-
NI0OB — crneuunanbHOro GUpMHOBOIo Knes. «3annartka»
M3 WKpoKon dacuum 6eapa yctaHaBIMBaAETCH B OKHO
nedeKTa KaK UHTpa-, Tak 1 3KCTpaaypanbHO, CTabunu-
3UPYETCS HMUPOBOMN TKAHbIO U JOMOSHUTENbHO YKPENns-
etcsa GUOPHUHOBBLIM KNleeM. Takon NOoAX0oa K 3aKpbITUIO
nedexkta obecnevynBaeT yCnoBUA AN acenTUYecKoro
BOCCTaAHOBJIEHMS LLe/IOCTHOCTH OCHOBaHuMa Yyepena. o
BO3MOMXHOCTU 3aKpbiTUe AedeKTa AOMNONHAeTCs Tpe-
TbMM C/IOEM — BaCKyNipU3UPOBaHHbLIM CeNTaslbHbIM
JIOCKYTOM Ha HOMKE OT HOCOBOW BETBU KPbIJIOHEGHOM
apTepun. Ins MeXaHUMYECKOro yaepaHusa MaTepranos
M NpodUNaKTUKM KPOBOTEYEHMS B MOMOCTb HOCA ycTa-

Puc. 3. HanoxxeHune kauncel Ha a. maxillaris (A, cTpenka) n ocTaHoB-
Ka MHTpaonepaunoHHOro KpoBoTeyeHus (b, cTpenka)

HaB/IMBAIOTCS reMocTaTM4ecKne TaMnoHbl. HanoxeHune
KAUNcbl Ha a. maxillaris u ocTaHOBKa MHTpaonepauunoH-
HOrO KPOBOTEYEHMS MOKa3aHbl Ha puc. 3.

MpuHUMNbI NocneonepayMoOHHOro

CONPOBOXAEHUA NaLUeHTa

B nocneonepauyoHHOM nepuoae Ha3Havaetcs
NOCTENbHbIA PEXWUM, MPOBOAMTCHA aHTUOaKTepuanb-
Has M remocTtaTuyeckas Tepanus. HocoBble TaMMOHbI
06bI4HO yaansioTcs vyepe3 1 Head. Y geten mnaawero
BO3pacTa 3TOT 3Tan MOXET noTpe6oBaTb NPOBEAEHUS
aHecTe31osIorMyecKkoro nocobus. lMepea npoueaypon
OCMOTpa NonocTb Hoca opowatot 0,9% dusnonorunye-
CKUM pacTBOPOM HaTpus xnopuaa. SHAOCKOMUYECKUM
KOHTPO/Ib MOC/IeonepaLMOHHON paHbl COYETAIOT C O4K-
LEeHWEeM MONOCTU HOCa OT KOPOYEK M OTAENSEMOrO.

PaccacbiBaHWe ayTOTKaHen W remMocTaTU4eCKUX
mMaTepuanoB Mpofo/KaeTcss B TevyeHWe MNepBbIX
HECKONbKKX (0T 1 a0 3) MecsLeB.
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[Mocne BbINOAHEHUS NNACTUKKM TBEPAOWM MO3ro-
BOM 0OOMI0MKM MaLMEHT AO/MKeH n3beratb YMXaHui,
Kalns, a TakXe nonyyatb nocnabnsioulyo gMeTy no
KpanHen mepe B TedeHne 10 gHen nocne onepaumu
BO M36€eXKaHWe NOBbIWEHUS BHYTPUYEPENHOTO AaBe-
HMA. Heo6XxoaMMO BHUMATENbHO CNeanTb 3a COCTOS-
HMEM nocneonepaumnoHHOM NONOCTH, YTOObI BOBPEMS
BbISIBUTb JIMKBOpPEIO. [1pn HECBOEBPEMEHHOM 3aKpbl-
Tn gedeKkta TBEpPAON MO3roBOM 060104KM BO3MOXK-
HO pa3BWUTME MEHWHIUTa. [INsS KOHTPOAS NpPoBOAMUTCSH
PEBU3UOHHbIM OCMOTP U, MPU HEOBXOAMMOCTH, 3aKPbl-
TMe TMKBOPHON GUCTYNbI.

MeToa aypannacTUKK OCYLLECTBASETCSA C UCMOMb-
30BaHMEM ayTONOrMyHOro matepuana — dacuuu
6eapa. Mcnonb3yetca wupokasa dacuma 6egpa unuv
dacumna YeTblpexrnaBov Mbllllbl 6eapa. dPacumsa
npoKnaabiBaeTcs MHTPaAKpPaHWaNbHO MEXay C/osSMu
TBEP/AON MO3roBOM 060/I0O4YKM M KOCTHbIMU CTPYKTYpa-
MW (MPOKaaKa), 3aTeM UCNOJb3YeTCs A/ AKCTpaKpa-
HMaANbHOIO CNOSA (HaNoXeHUs), AONONHEHHOIO XMUPO-
BOW TKaHblO U PUOPUHOBLIM KIEEM.

Mocnenyloulee HabnAEHME 3aK104YaEeTCS:
® B €XeMeCHYHbIX 3HIOCKOMNYECKNX 06Cea0BaHM-

fIX B Te4eHMe NepBoro roga HabnaeHus;

° MPOBEAEHMM MarHUTHO-PEe30HaHCHOM TOMoOrpa-
dun (MPT) Kaxable 3 Mec B Te4eHne NepBoro roga
Hab o aeHNs;

e JHAgocKonuyeckom o6cnepgoBaHun u MPT —
Kaxable 3 1 6 MeCc COOTBETCTBEHHO B TeYeHue
BTOPOro roga w Kaxable 6 mec nocfe BTOPOro
roga HabnwoaeHus [6].

Ha6bniogeHne 3a naymeHTamMm B OTAaIEHHOM MOC-
neornepaLnoHHOM nepuoae covyetaeTcs € rpapuKkom
BM3UTOB K OHKOJOTY.

MeTopabl perucTpayum ucxogoB

Pernctpauma McxonoB UcCCnefoBaHUS OCYLLECTBASA-
nacb nevaliMmMm BpadaMu B MEMLIMHCKUX KapTax nawu-
€HTOB 1 06pabaTtbiBasacb aBTOPaMU JaHHOW CTaTbM.

PE3YJIbTATbI

Y4yacTHUKK uccnepgoBaHus

B ycnosuax HUW 0Ol npoBeaeHo 52 onepaTuUBHbIX
BMelaTenbcTBa ¢ npumeHeHnem 33l y 43 naumeH-
TOB B BO3pacTe OT 1 Mec Kn3Hu Ao 17 net. CpeaHui
BO3pacT NauMeHTOB Ha MOMEHT NPOBeAEHMA onepa-
umn — 8,1 roga. leten paHHero Bo3pacTta (go 3 net) —
8 (18,6%), 4-10 net — 18 (41,9%), 11-15 netr — 16
(37,2%), 16-17 net — 1 (2,3%). lNpoLEeHTHOE COOTHO-
leHne manbymkoB (n=23) n gesoyekK (n=20) B ncecne-
[oBaHHOM rpynne coctaBuno 53,5 n 46,5% cootBeT-
CTBEHHO.

MpenMyLecTBEHHO 3/I0KAaYeCTBEHHbIE OMYXO/u
BbIABNANNCL ¥ AeTen B Bo3pacTte oT 10 go 14 net —
y 11/43 (25,6%), B rpynne nauueHtoB ot 11 o
15 net —y 9/43 (20,9%), no 3 netr —y 2/43 (4,7%).

Ha amarHoctMyeckom atane BbinonHeHo 10/54
(18,5%) onepaTnBHbIX BMELWaTeNbLCTB B 06beme 61on-
CUM MpPY NOAO3PEHNN HA 3/TOKAYECTBEHHYIO OMyX0Sb.
Bo Bcex cnyyasax nony4yeH matepman ana Mopdonoru-

yecKoro uccnepoBanusa. Y 10/43 (23,3%) nauMeHToB
[MarHo3 NoATBepPKAeH Ha OCHOBaHWKM UCCIef0BaHMS
MOP®ONOrMyecKoro martepuana, Mosy4eHHOro npwu
onepauusix 6e3 MCnonb30BaHUSA 3HAOCKOMUYECKUX
[IOCTYNOB, BbINMOJHEHHbIX MO MECTY XWUTeNbCTBa.
YaaneHve onyxonn ¢ ucnonb3oBaHuem 33 y aTtmx
nauMeHTOB MPOBOAMIIOCL Ha 3Tanax KOMIMJIEKCHOro
NIeYEeHUs, 4TO MO3BOMMIO BKJOYMTL UX B UCCeaoBa-
Hue. B 2 cnyvasx (3,7%) u3 54 npu nogo3peHnn Ha
peuvaMB 3aboneBaHMA yaaneHue onyxonun nposepe-
HO 10 HaYyafa cneLuunanbHOro IeYeHUs.

XapaKTepucTuKa nayueHToB

nepBoOW rpynnbl

B nepBylo rpynny BoOwAM nauumeHTbl (22/43;
51,2%) ¢ MOpPdONOrMYecKn NOATBEPKAEHHbIM Auar-
HO30M 3/10Ka4yecTBEHHOM onyxonu. CpeaHun Bo3pact
nauMeHToB cocTaBun 8,6 roga. B nepsoin rpynne npe-
ob6naganv manb4nkm — 15 (68,1%). CpeaHuit Bo3pacTt
Manb4ynKoB (8,2 roga) 6bi1 Bbille, YEM Y AeBOYeEK (7,8
roga). Y 60nblUMHCTBA naumeHtoB — 15 (68,2%) —
BEPUPULMPOBAH OANH N3 MOPDONOIrMYECKUX BapmaH-
TOB CapKOM, acTe3noHenpobnactoma — y 6 (27,3%),
nnmboma bepkutta —y 1 (4,5%).

MauneHTbl ¢ MOpONOru4ecKu

noaTBepXAeHHbIMU CapKoOMaMH

B rpynne nauneHToB ¢ MOPGONOrMYECKU Moa-
TBEPXKAEHHLIMX capkomamu (15/22) npeobnagana
paboomunocapkoma — y 13/15 (86,7%), npu 3aTOM
3MOpPUOHANbHbIA BapuaHT ycTaHoBneH B 9 (69,2%)
cnyydasix, anbBeonsgpHoin — B 4 (30,8%). Bcem nauu-
€HTaM C BEPUOULMPOBAHHBLIM ANMArHO30M pabaoMMo-
CapKOMbl MpoBeAeHo npeanedyebHoe cTagMpoBaHME:
y BCEX MALMEHTOB BbiSIBIEHA JIOKANNM30BaHHasA cTaaus
T2bNOMO, 41O NO3BONNUIO OTHECTU UX K Il KNnHUYe-
cKou rpynne. [laHHble 0 IOKanu3aunn 1 MHBa3uu nep-
BMYHOWM OMyXONKM NpeacTaB/ieHbl B Tabn. 1.

Ta6nuuya 1. Jlokanusaums 1 pacnpocTpaHeHue onyxonun 4o
Havyana neyexus

Jlokanusauua Yactota
onyxonu BCTpe4YyaemocTH, %

BepxHeyentocTHaa nasyxa 100,0
ggg;rgwwﬁfamewamro 56,7
KnuHoBuaHas nasyxa 25,9
Jlo6Has nasyxa 18,7
[TonocTb HOCa 57,1
Hocornotka 171
Op6uta 64,6
Mpammnga BUCOYHOM KOCTH 9,6
[MoaBrco4YHasa sMKa 54,9
KpblnoHebHas smKa 63,6
NHTpaKkpaHuanbHoe 90
pacnpocTpaHeHue ’
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JleyeHne nauMeHTOB MPOBOAMNOCH MO MPOTOKO-
nam, yTBEpPX/IEHHbIM Ha ydyeHom coBete HUWN AOT.
HeoagbloBaHTHas mnonuMxMMmuoTepanus npoBeaeHa
BCEM nNaumeHtam ¢ pabgomuocapkomon (100%).
JlyyeBaa Tepanua Ha o6nacTb NEPBUYHOM OMyXOSu
B cymMMapHoM o4aroson go3se (COM) 50,4 I'p B npeno-
nepaunoHHOM nepuode nposeaeHa 9 (69,2%) nauu-
eHTaM. AAbIOBAHTHYIO NOAUXMMMUOTEPANULIO MOSYHUN
5 (38,5%) naumeHToB. Ha OoCHOBaHWK pe3ynbTaToB
MOPQONOrMYEeCKOro MCCneaoBaHMa onepaumoHHO-
ro maTepuana B 2 ciiy4asix NnpoBeeHa CMeHa JIMHWUK
xumunotepanuu. OnepatnuBHoe nedyeHne B 06beME
yOoaneHus OMyxonu Kak aTan KOMMAEKCHOro fnevyeHuns
nposeneHo 6 (46,2%) nauneHtam. B nocneonepa-
LMOHHOM nepuoae nyyeBas Tepanus npoBoaunach
2 (15,4%) nauveHTam, Npuv 3TOM B OAHOM Cllyvyae
NMOBTOPHO B CBSI3M C MUKPOCKOMMWYECKM HepaanKasb-
Hov onepauunen B CO/L 36 p. YoaneHne ocTtaTovHOM
OMyX0/K Nnocne 3aBepLlleHns XMMUONYYEeBON Tepanuu
BbIMOJIHEHO Y 5 (38,5%) naumeHTOoB.

Y oaHoro (1/15; 6,7%) nauneHTa nocne npoBeaeHus
6uoricuun ¢ npumeHeHnem I3l noaTBEPKAEH AMArHO3
«'emaHrnonepuumtTomar. Pe6eHKy npoBeaeHo 3 Kypca
NOIMXMMUOTEPANUU C BKIIIOYEHUEM B CXEMY SIE€HEHUS
ndochammnaga M OokcopybuumnHa. Nocne OOCTUKEHUS
CTabunAn3aummM OMnyxoNeBoro npoLuecca BbINOJHEHO
onepaTtMBHOE JfleyeHne B 06beMe 3HAOHA3asIbHOro
3HAO0CKOMMYECKOro yaaneHus onyxonu. B nanbHenuwem
nposoaunack nydyesas tepanus B CO 55,4 p. Y oaHo-
ro nauuenta (1/15; 6,7%) MaKpOCKOMUYECKM paau-
KanbHOE 3HAO0HAa3a/lbHOE 9HIO0CKOMNMYEeCcKoe yaaneHve
OCTEOCapPKOMbl BEPXHEYENIOCTHOM MNa3yxu U HUKHEN
CTEHKM OpOUTLI MPOBEAEHO MO NMoBoAy peuuanBa Ao
Havyana crnewumanbHOro fe4YeHuns.

launeHTbI ¢ 3cTE3MOHEHPOo61acCTOMOM

B rpynne acte3noHenpobnactomsl (6/22) cpeaHumn
BO3pacT naumeHToB coctaBun 8,5 roga. lNpeobnaganu
Manbyinkn — 4 (66,7%). CtagupoBaHue onyxoau npo-
BeJEeHO MO [ABYM KaacCUPUKALMOHHBIM CUCTEMAM.
[Ns OLLEHKM OHKOJIOrMYECKOro NporHo3a Mcnonb30Ba-
nacb cuctema TNML, 06bem XUPYPrUYECKOro neveHus
onpeaensincsa B 3aBUCMMOCTU OT CTaAUM MO Knaccuodu-
Kauumn Kadish—Morita2. Y 3 naLneHToB NoATBeEpKae-
Ha A-ctaaus (I ctagna TNM), y 2 — C-ctaams (lll ctagus
TNM), y 1 — D-ctagus (IV ctagusa TNM). Cpean aHato-
MMWYECKMX 30H PAcnpoCTPaHEHUS NEPBUYHON OMyxonu
cnegyet OTMETWUTb KNETKM pelleTtyaToro nabupuHTa
B 3 cnyvasnx, opouty — B 1, KPbITOHEOHYIO AMKY — B 2.
PacnpocTpaHeHne B NONOCTb 4Yepena (B nepeaHton
N CPEAHIOK YepPErnHble AMKM) OTMEYEHO Y 3 NaLMEHTOB.

XnmunoTepaneBTUYECKOE Ie4eHME U TyYEBYIO TEpa-
nuo nonyydmnm 3 naumenTta ¢ lll n IV ctaguamu 3abo-

NneBaHWsa B HEOa4blOBAHTHOM pexuMme. [poBeaeHo oT
6 0o 10 KypcoB noanxmmMmuoTepanMm B 3aBUCUMOCTH
OT OTBEeTa Ha neyeHue. lonoxutenbHasa AMHaAMKKa
(cokpalueHue onyxonun 6onee 50%) nocne 4 KypcoB
noMXMmMMoTepanuun Habnganacb y BCex NnaLueHToB.
JlyyeBas Tepanua npoBeneHa B pexume 1,8-2,4 p/
CyT B TeyeHune 5 gHen/Hen. O6nyyeHne nepBUYHOM
onyxonn notpeboBano noaseaeHus COA 50,4 [p.
OaHOMY NauMeHTY NPOBOAMNACE XMMUOy4YeBas Tepa-
nus nocne yaaneHus peLmanBHOM OnyXoau v nony4ye-
HUSA MOPGOSIOrM4ECKOro NOATBEPKAEHHS.

Mo noBoay acTe3noHenpobaacToMbl NPoBeaeHo 7
3HAOCKOMUYECKUX 3HAOHA3aNbHbIX yYoaNeHUn Onyxo-
Ny 6 NauneHToB. Y 04HOro U3 HMX Oblla NpoBeaeHa
NoBTOpHas onepauua no nosoay peuuavBa 3abo-
neBaHusa 4depes 4,1 roga nocne 3aBeplleHUs cne-
LManbHOro nevyexHusa. Y 3 nauneHTtoB ¢ A-ctagmen no
Kadish—Morita 6b110 BbIMOAHEHO TOJIbKO OMNepaTmBe-
HOe NneYyeHne B MOHOPEXKMME.

XapaKTepucTUMKa NnayMeHTOB BTOPOM rpynnbl

Bo BTopyto rpynny Bowau nauueHTbl (21/43;
48,8%), y KOTOpbIX Ha OCHOBaHWW KOMIMJIEKCHOIO
o6cnenoBaHus BO3HMKI0 NOAO3PEHNE Ha 310KaYeCT-
BEHHYIO onyxonb. B rpynne npeo6naganv A€BOYKKU —
13 (61,9%). BONbLWMHCTBO NALMEHTOB ObIIN MONOXKE
10 net (13; 61,9%), cpeaHun Bo3pact — 7,6 roaa.
CpeaHni Bo3pacT AeBOYEK Oblsl 3HAYUTENBHO MEHb-
e, 4em y ManbymkoB, — 6,3 1 9,7 roga cCoOTBETCT-
BEHHO.

Bcem nauveHTaM BbIMOMHEHO 3HAOCKOMMUYE-
CKOe 3HAOHa3anbHoe yganeHue o06pa3oBaHuA
C nocneaylwmnmM rmcToorM4ecKnM nccnegoBaHUeEM.
PacnpegeneHve nauneHToB B 3aBUCMMOCTU OT MOp-
donorMyeckoro auarHosa W pesynbTaTbl Jle4eHus
npeactaBieHbl B Tab. 2.

OCHOBHbI€e pe3ynbTaTbl UCCNIe0BaHUA

OueHKka pe3ynbTatoB JlevyeHusa npoBoanNnach
OTAENbHO B KaxkAow rpynne nauneHToB. Mbl OLleHUBa-
JIM He TOJIbKO HENOCPEeACTBEHHbIE pe3ynbTaThl NpoBe-
JIEHHOTO XMPYPrUYECKOro NIEYEHUS, HO U OTAANEHHbIE
nocneacTBus.

AHanM3 HenocpeaCcTBEHHbIX Pe3yNbTaToB OCHOBAH
Ha OLEHKe MHTPa- M NMOCTONEepPaLMOHHbIX OCNOXHEe-
HUM. OCNOXKHEHWMI NMPU BbiNOAHEHUM 6uoncum (10/43;
23,3%) 3HAOCKOMMUYECKMM 3HAOHA3abHbIM 4OCTYNOM
B HaluMX HabnoaeHusx He oTMedeHo. CpOKKM Havana
XMMMUOTEPANEBTUYECKOrO Jie4eHns nocne nposeae-
HUS 6MOMCUK pPernameHTUPOBaNNCh UCKIIOYUTENbHO
nonyyeHMem pes3ynbratoB MOPGOSIOrMYECKOro uccne-
JIOBaHWS OMyXONN U He 3aBUCENN OT TEYEHUS nocne-
onepaLlnoHHOro nepuoaa.

1 TNM (a66peBuatypa ot Tumor, Nodus, Metastasis) — MmexayHapoaHasa KnaccubukaLns cTaguin 3n10Kav4eCcTBEHHbIX HOBOOGPa3oBaHUNM.
Cuctema TNM ans knaccudmKaLnm 310Ka4eCTBEHHbIX HOBOOGpa3oBaHUi pa3paboTaHa B nepuog 1943-1952 rr. dpaHuy3CKUM Xupyp-

rom-uccnegosatenem MNoepom [exya (Pierre Denoix).

2 S.Kadish B 1976 I. npeanoxun ans KIMHUYECKOro NCNonb30BaHMs KnaccuduKaLmio, OCHOBaHHYO Ha ONMCaHMKU ToKann3aummn onyxonu
OTHOCWTENBLHO PAcnNpPOCTPaHEHUS 3a CUTOBU/IHYIO NIACTUHKY OCHOBHOW KOCTH. TaKOM NOAXOA K CTalMPOBAHMIO OMYX0JM NMOSTHOCTbIO COOT-
BeTCTBOBaN TpeBGOBaHUSAM XMPYProB, HO HEAOCTATOYHO OTparkan npobnemMy MeTacTa3upoBaHUs Npu acTe3noHenpobnacTome. Yepes
17 net A. Morita 1 coaBT. JONONHUIN KIMHUYECKYIO KaccuduKaumio 1 BbiAennnun B ctaguio D naunMeHToB ¢ permoHapHbIMKU U/Unn otaa-

NIeHHbIMW MeTacTa3amMu 3CTe3MOHENPO6IaCTOMbI.
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Ta6nuua 2. PacnpefeneHne nayMeHToB B 3aBUCUMOCTHU OT MOPGDOJIOrMYECKOro AMarHo3a U pe3ynbTaToB JieqeHuns

MopdOTOmuecksh | wyono naunewtos | BOSPACT | fon | Mopuon | Mepuon no pasaurus
MHBEpPTMPOBaHHas 5 12,2 K 15 Her
nanuanoma 6,3 he 16 HeT

12,2 M 14 15%*
AHrnodmbpoma 3 4,9 M 13 Het
1,6 M 18 Het
1,6 K 15 Ok
13,1 K 9 Het
durbpo3Haga gucnnasus 4
11,0 M 12 Het
8,1 K 11 TH*
14,1 M 10 Het
Monun 3 6,1 K 13 Het
2,2 ho 13 Het
e T ! 143w 10
16,1 X 18 Het
Muouene 3 8,4 K 11 Het
12,8 M 1 Het
1,2 K 8 Het
1 mec K 9 Het
MopoKKu pa3BnTua 5 6,4 M 14 Het
2 mec K 10 Het
6,1 K 12 Het

lpumevaHue. ¥ — nauMeHT onepupoBaH NOBTOPHO B 06beMe yaaneHns 06pa3oBaHms 3HAOCKONNYECKUM TPaHCHa3aNbHbIM
[OCTynoM; nepnoj HablaeHUs nocsie NOBTOPHOIo onepaTuBHOro evyeHns coctaBun 11 mec. ** — naymeHTam NOBTOPHO
npoBefeHo yaaneHne HoBoo6pa3oBaHNsA IHAOCKOMMYECKUM TPaHCHa3anbHbIM 4OCTYNOM; Mepuoa HabnaeHns nocne
NMOBTOPHOIO ONEepaTUBHOIO ieYeHMs COCTaBM B 060MX cnydasax 1 mMec.

B Halwem nccnegoBaHUM Mbl CTONKHY/IMCb C TaKu-

MU OC/IOXKHEHWUSMU, KaK KPOBOTEYEHMS U3 BEHO3HO-
ro cMHyca 1 gedeKTbl TBEPAON MO3rOoBOM 0OO0SIOYKM.
PeKOHCTPYKTMBHO-NNACTUY4ECKMIA  3Tan  NpoBEdeH
8/43 (18,6%) naumeHTam. [laHHblEe O METOANKAX NPO-
BEAEHUS PEKOHCTPYKTMBHOIO 3Tana MNpUBEAEHbI
B Tabn. 3.

MHTpaonepaunoHHass KPOBOMOTEPS B CPEAHEM
cocTtaBuna 179 mn. MHorocnonHoe 3akpbiTne gedekx-
Ta TBEPAOM MO3roBon 060/104KM NpoBeaeHo y 6/43

(14,0%) nauneHToB ¢ pabaoOMUOCaPKOMON N 3CTE3MO-
HEMPOBIACTOMOM C TECHbIM NMPUIEXAHMEM OMNyXOJiEN
K TBEPAON MO3roBOM 060/104KE.

Cpeav nauMeHToB, KOTOPbLIM BbIMOMHANOCL 3HAO-
CKOMMYecKoe 3HAOHa3aflbHOe YydafieHMe OMnyXonu
(39/43), Mbl He BbISIBUIM HX OHOTO C/ly4ast CUCTEMHbIX
WX NOKaNbHbIX MHOEKUMN, OpOUTaNbHbIX OCOXHEe-
HUIA M KPOBOTEYEHMI B pe3ynbraTe Hepacno3HaHHOM
TpaBMbl cocyaoB. JIMKBOpes Mnoc/e yaaneHus onyxo-
1 Habnwaanacb Ha 2-4-e cyTy 2 (4,6%) 60NbHbIX.

Ta6auuya 3. MeToanKM NpoBeAEHNS PEKOHCTPYKTMBHOIO 3Tana onepauum

11,8

TEe/I0 OCHOBHOM KOCTH

13 newepunucrtoro

Bosprall:;, ner Mop¢nov:1:rr::: CKUH noKa""::s“nr:pi?yxo""’ OcnoxHeHue MeToauKa ycTtpaHeHus pedeKkrta
Manoe Kpblfio M 4acTniHo | KpoBoTeyeHne | MHorocnowHas TamnoHaga

Matepuanom Surgicel, ukcauns

M OcTeocapkoma (MegnanbHas CTeHKa CHUHyCa, dnbpunHoBLIM KNeem BioGlue. B
npaBov op6UTbI); KpoBonoTeps NONOCTb HOCA YCTAHOBJIEH TAMMOH
1,4%3,7%x1,7 cm 300 mn Merocel

MpuaTue KpoBOTOYALLErO yHacTKa
ayTOXMPOM C nocnegyowum
MonocTb Hoca, L(gﬁggg?r%we 3aKpbITUEM dacLManbHbIM TOCKYTOM,

122 HOCOT/I0TKa, OCHOBHas NeweprcToro dUKcaumnen remocTaTM4ecKkum

M ’ AHrnooumbpoma nasyxa, 3afiHue KNeTku CUHYCa MaTepuanom Surgicel n
pelweTyaTtoro 1abupuHTa; KpO)éOI'I,OTepﬂ 3aKkpenneHnem b pmUHOBbLIM
5,2%X3,7%5,1 cm 395 mn Kneewm BioGlue. Ana ¢puKkcaunm

TpaHcnaaHTaTa NpUMeHeHb!
pacKpbiBatowmecs TamnoHbl Merocel
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Ta6auuya 3. MeToaMKK NpoBeAEHUA PEKOHCTPYKTUBHOIO 3Tana onepauunin (OKoH4YaHue)

Bo3pacT, net | Mopdonornyeckuu | Jlokanusawuusa onyxonu; DT MeToauKa ycTpaHeHus
Mon AWarHos pa3mepbl AedeKTa
L(gg;m Sfamc(?;:;gro YKpbITUE gedekTa ayTOXMPOM,
’ T™O nckyccteeHHasa TMO, knen BioGlue,
15,4 3HE paspylwenue Aedekt ! [OMOSIHUTENBbHO YCTAHOBJEHDI
M rOPU3OHTANEHOM KposonoTeps ayTOJIOCKYT M BaCKyNsipU3NpOoBaHHbIN
(cuTEBMAHON) NNACTUHDI 150 mn <
DELIETYATON KOCTH: HasocenTanbHbIM NOCKYT NO 3
2 4x1,0%2,1 cM G. Haddad v L. Bassagastegay
gfﬂ%iimﬁ;ggeﬂme dacumnanbHbIM TOCKYT pacnofioXKeH
peLLeTyaToro 1abupuHTa B KOCTHbIX BOPOTax AedeKTa,
CNpaBa, pacnpoCTpaHeHMe ¢M6PVIHOBbIVI ABYXKOMMOHEHTHbIN
16.3 MHTpaKbaHmaano yepes Oedekt TMO, Kneun Adherug CBEpXy, Aanee BTopom
e 9HB 0GOHSITENbHbIE OTBEPCTHS KpoBornoTeps dpacumnanbHbId NOCKyT. MaTepuan
FOPU3OHTANbHOM 150 mn Surgicel " TaMI'IOH“MeI’OCGL
NNACTUHKM pelIeTYaToi neTeBOM HOCOBOWM TaMMOH B NpaByto
KOCTV CripaBa: MONOBMHY NOOCTH HOCA. YcTaHoBneH
1.2%1,0%1,8 C’M NoMOasbHbIV ApeHax
dacumnanbHbIM TOCKYT yCTAHOB/EH Ha
KonnareHoBbIM Knew. CbopmupoBaH
BaCKY/NpN3UPOBaHHbIN
OcHOBHas Nasyxa, [ledekT TMO, HazocenTanbHbIM NOCKYT NO
2,1 3Hb nepenHssa YepenHas siMKa; | KpoBonoTeps G. Haddad n L. Bassagastegay u
M 2 A%1.2%2.0 M ! o8 M YNIOXEH Ha dacLmanbHbIn TOCKYT,
’ ’ ’ GUKCMPOBaH KONIareHoBbIM KJIEeM
BioGlue, nonockun Tachocomb
n TamnoH Merocel. YcTaHOoBNIEH
NtoMb6anbHbIN ApeHaxK
YKpbITUE aedeKTa ayTOXMPOM,
Hocornotka, nonocTb Knew BioGlue, JoNoONHUTENBHO
HOCa cNeBa, KNeTku Nedekt TMO YCTaHOBJEHbI @yTONOCKYT
4,2 APMC pelleT4yatoro nabupuHTa, KpoBoONoTEps W BaCKyNnspu3npoBaHHbIn
M OCHOBHas v nesas 50 Mn Ha3ocenTabHbIM NOCKYT NO
BepPXHeYenocTHas nasyxu; G. Haddad v L. Bassagastegay. B
3,8%2,8%3,9 cm NONOCTb HOCA YCTAHOB/IEH TAMMNOH
Merocel
Teno OCHOBHOWM KOCTH, MnactuKka nckyccteeHHon TMO
61 KJIMHOBUWAHAA na3yxa, Oedekt TMO, Medtronic, yKpbiTMe nacTUHKamm
}R 3PMC KNEeTKK pelueTyaToro KpoBonoTepsi Tachocomb, dunKcaLus BbINoSHEHA
nabupuHTa CneBa; 150 mn TamnoHamu Merocel. YcTaHoBneH
4,0%X2,6%X3,3 c™m NoMOGanbHbIM ApeHax
[MonocTb HOca cnpaBa, CdopmupoBaH
KNEeTKKW pelueTyaToro BaCKY/NpN3UPOBaHHbIN
6,3 APMC nabupuHTa cnpaea, Eeg)sengoTTZI% Ha3o0cenTasbHbIN IOCKYT NO
ot npasble OTAebl T06HON 2% M P G. Haddad u L. Bassagastegay. B
nasyxu; NofI0CTb HOCA YCTAHOBJ/IEH TaMMOH
3,9%2,9%4,9 cm Merocel

MpumevarHune. IHB — acTesnoHenpobnactoma, APMC — anbBeonspHas padgommocapkoma, PMC — am6puoHanbHas
pab6gomunocapkoma, TMO — TBepaas Mo3rosasi 060/104Ka.

[narHoctmKka OCNOXHEHNS OCHOBbIBaNach Ha AaHHbIX
9HOCKOMMYECKOro OCMOTPa M WUCCnegoBaHWKM Mpo-
3payHOro OTAENSIEMOro M3 Hoca Ha CoAeprKaHue [to-
KO3bl. PeBM3Ka nocneonepaumnoHHON paHbl C 3aKpbl-
TUEM NIMKBOPENHON GUCTYNbI BbINOAHANACH Ha 5-€ CyT.

OToaneHHble pes3ynbTaTbl NE€YEHUS OLEHUBA-
JIUCb MO NOKasaTensiM BbIXXMBAEMOCTU, CMEPTHOCTH
M KOIMYECTBY PELIMANBOB OTAENbHO B KaXKA0W rpynne
nawuneHTOoB.

M3 22 nauMeHToB CO 3/10KA4YECTBEHHbIMW OnNy-
XONaAMKU (MepBas rpynna) 3aBeplunnun nedvyeHue 17

(77,3%), BbIObIN M3-noa HabnwoaeHusa 1 (4,5%) naum-
eHT. XnBbl 6€3 NPU3HAKOB NPOrpeccun n peuuansa
3aboneBanHua 17 (77,3%) naumeHToB. KUBbI nocne
3aBeplieHunsa nedeHunsa 12 (54,5%) nauMeHToB, CPOK
Ha6ntogeHnas — ot 1 mec go 5,1 roga. PeunauBhbl
oTMeyeHbl B 5 (22,7%) cny4yasax B cpoku oT 1 Mec Ao
4,2 roga. JletanbHbii ucxogq — y 4 (18,2%) naumen-
ToB: B 3 (13,6%) cnyyaax B CBA3M C NpoOrpeccupoBa-
HMem onyxonu, B 1 (4,5%) cnyvyae netanbHbIM UCXOA
06yCNOBMIEH NPUYMHAMU, HE CBA3AHHbLIMK C Nporpec-
CUEN Y TOKCUYHOCTbIO JIeHEHUS.

Cnoco6 ie4eHnss NMKBOPHbIX GUCTYN NepeaHero oTaesna OCHOBaHUA Yepena nyTemM 3HAOCKOMNUMYECKOro aHA0HAa3albHOroO MaacTUYeCcKo-

ro 3aKpbITUS cenTanbHbIM MyKOMNepuocTabHbIM TocKyTom. G. Haddad v L. Bassagastegay nepBbiMu NPUMEHWIN BacKynspu30BaHHbIe
HasocenTasbHble IOCKYThl MPU NAACTUYECKOM 3aKPbITUM IMKBOPHBIX GUCTYN OCHOBaHUS Yepena 60sblioro pa3mepa (B npegenax aByx

aHaTOMMUYECKMUX 30H).
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Ta6nuua 4. Pe3dynbraTbl NPOBEAEHHbIX 3HAOCKONMYECKUX IHAOHA3abHbIX Ornepauunn

OGbem U CPOKU NpoBeAeHUsA Konuqecnio Mpumeuanns
onepauuu onepauuin
. Mopdonornyeckoe NnoaATBEPKAEHWE AMArHo3a nosy4yeHo

am%?ﬁgifﬁqoeﬁ(qwemc;?ae||:||)HOM onyxonu 10 BO Bcex cny4yaax: PMC — 8, remaHrnonepuuymtoma — 1,
nmmooma bepkutta — 1

Ynanexnune 9HB, ctaausa A no Kadish—

Morita (eAMHCTBEHHbIV METOA NeYeHns) 3 Bee »uBbl 6€3 NPU3HAKOB peumnanBa
PMC — 6 (M3 HMX 4 paHee ornepupoBaHHbIX B 06beMe

Kﬂ%ﬂilﬁ%ﬁggg%gﬁ:ﬁﬁane 8 6uoncuu), remaHrnonepuumntoma — 1, 9HB — 1. Bece
nauneHTbl XUBbI

YnaneHue onyxonu Ha 3aBepliatoem

aTane ne4vyexus (second look) 7 PMC — 5, 3Hb — 2

YaaneHue 310Ka4eCTBEHHOM OMyX0onu 2 MauneHTbl onepupoBaHbl MO NOBOAY PeLMaMBOB

ANS NOATBEPXKAEHMS peumanBa ocTeocapKoMmbl n IHBE o Havana cneymanbHOro nevyeHuns

YnaneHue [O6pOKa4eCTBEHHOIO 21 M3 Hux 3 peumansa: dubpo3Hasg gucnnasunag — 2,

o6pazoBaHus aHrmodomnbpoma HOCOrnoTKM — 1

YnaneHue no6pOKayYecTBEHHOM

PELMANBHOM OMyXONM 3 Bce naumeHTbl KuBbI

. M3 HK1X B 06beMe yaaneHus onyxonn — 44 onepaunn y 39
Bcero onepauunm 54 NaLWEHTOB

lpumevyaHne. PMC — pabgomunocapkoma, 9Hb — acte3snoHenpobnactoma.

Bo BTOpoM rpynne nauuMeHToB C A06pOKayecT-
BEHHbIMM onyxonamun (21/43) 3aBeplnIn NedvyeHue
100%, BCce uBbl 3a nepuoa HabnwaeHus ot 1 mec
no 1,6 roga. Peunamebl B CpOKK OT 7 40 9 Mec oTMe-
yeHbl B 3 (14,3%) cnyyasax: y 2 (9,5%) naumeHTOB
¢ dnbpo3Hom aucnnasunen ny 1 (4,8%) c aHrnodpumbpo-
MOM HOocOrnoTkK. Mo nosBoay peuuanBoB NPOBEAEHO
NOBTOPHOE yaaneHue onyxonu. MauneHTy ¢ peuunam-
BOM aHIMOdUOPOMbI HOCOMNOTKM MOC/E MOBTOPHOro
3HAOCKOMMYECKOr0 9HAOHA3abHOI0 yaaneHns peLu-
AVBHOWM OMyXonu MnpoBeAeHa fyyeBas Tepanus Ha
ocTaTo4Hble onyxonesble TKaHm B COJ 50,4 p. Cpoku
HabnoaeHNA Nocne NOBTOPHbIX ornepauun — oT 1 mec
no 1,3 roga. Pe3ynbTratbhl NPOBEAEHHbLIX 3HAOCKOMMU-
YECKMX 9HJOHa3albHbiX OMepauuin npeacTaBeHbl
B Tabn. 4.

OBCYXAEHUE

Pe3lome 0CHOBHOro pe3ynbTata

uccnegoBaHus

C BHeApEeHWEM B KIMHUYECKYIO MPAKTUKY MUHU-
ManbHO WHBA3WBHbLIX METOAOB XMPYPrMyYeCKOro
neyvenus nauneHtos ¢ onyxonamu MH, OHM 1 OY npo-
MCXOAMUT NMOCTOSAHHOE COBEPLUIEHCTBOBAHWE XMPYPIU-
YECKOM TEXHUKK. B oTOpuHONapMHronorum yHKLMO-
HanbHaa 3HAOCKOMMWYECKasa XMPYpPrusa OKONOHOCOBbIX
nasyx (FESS) ctana HOBbIM CTaHAAPTOM ANS NEYEHUS
BOCMNanuTEsNbHbIX 3a60neBaHnn U NOOGPOKAYECTBEH-
HbiX onyxonewn [8]. MNpoagonKeHMem pas3BUTUS SHOO-
CKOMWYECKON XMPYPrMM OKOMIOHOCOBbLIX Masyx Oblfo
NPUMEHEHNE 3HAOCKOMUYECKMUX METOAOB ANS XMPYpP-
rMYecKoro neyvyeHus onyxonen O4.

Ha ocHoBaHMK MNOAy4YEHHbIX HaMW pPe3ynbTaToB
OCHOBHbIM MPEUMYLLECTBOM 3HAOCKOMUYECKON TeX-

HWUKW MO CPaBHEHWIO C APYrMMKW MeTodaMu aBnseTcs
ynaydlleHne BM3yanu3aluuu, 4TO NOBbILAET KOHTPOIb
remocTtasa, ob6ecnedynBaeT paboTy B TPyAHOOOCTYn-
HbiX 06nactax OY 1 cnocobCcTBYET NPOBEAEHUIO paau-
Ka/lbHOTO yAasieHUs ONnyxonu, naberas OCNOXKHEHUN.
Apyrum noteHumanbHbiM npeumywectsom I3l aBng-
eTcs coxpaHeHne GYHKUMOHANbHOM LEeNOCTHOCTH
aHaToOMO-PU3MONOTMYECKUX CTPYKTYP M YAOBNETBO-
pUTENIbHBIN KOCMETUYECKUN 3dDdEKT. ITO NpMBOAUT
K 6onee O6bICTPOMY BbI3[JOPOBNEHUID, COKPALLEHMIO
CPOKOB rocnutann3aunn U, B KOHEYHOM cYeTe, Cro-
COOCTBYET CHMXKEHWUIO CTOMMOCTM MEOULIMHCKOM
NoMOLLM.

0O6cy)XaeHue OCHOBHOro pe3ynbraTta

uccnegoBaHusa

M3yyeHne npuMeHeHUs 3HAO0CKOMUYECKOM 3HAO-
Ha3albHOM XUPYPrMM MNPK OMyXoNneBbiXx MNpoLeccax
Yy NaLMeHTOB KaK B3POCA0ro, Tak M [IETCKOro BO3-
pacTa npoBOAMNIOCH B npouecce MnpaKTU4ecKo-
ro MCMNoNb30BaHUA [JOCTUXKEHUA OMNTOBOSIOKOHHOM
N TEIECKOMMUYECKOM TEXHONOrMM. HecMmoTps Ha pac-
LMPEHME [OMArHOCTUYECKUX BO3MOMXHOCTEN, 3/10-
KayecTBeHHble onyxonu MH, OHM n OY ocTtaBanuch
TPYAHOAOCTYMHbIMU ASI XMPYPrUYECKOro NevyeHus.
AHaTOMMYECKME 0COBEHHOCTU OKOMOHOCOBbLIX MNa3yx
M CTPYKTYP OCHOBaHWUA Yyepena B YCI0BUAX OMyxone-
BOW TpaHchopmMaLnmK y geten NnpenaTcTBOBaNu pagu-
KaflbHOMY yAaNeHnio HOBOOOGpa3oBaHWM C WUCMNOJIb-
30BaHuMem 3J3ll. Takum o6pas3om, uccnegoBaTtenu
CKNOHSNIUCb K MHEHUWIO O BO3MOXHOCTH NPOBEAEHUS
nnwb 6unoncumn y aeten [8, 9]. B nocneaytolmne rogsbl
pPaclWMPUIUCb MNOKa3aHUa AN 3HAOCKOMUYECKMUX
3H/JI0HA3asbHbIX yAaleHU 3N10Ka4eCTBEHHbIX OMyX0-
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Nen y nauMeHToB AETCKOro Bo3pacta [6, 9, 10]. Ha
OCHOBaHWK 06006LLEHHbIX AaHHbIX 320 nccnegoBaHum
n 35 coobuweHnn, R. Rawal n coaBT. OTMETUNU, 4YTO
B 7,7% cny4aeB 3HOOCKOMWYECKOE 3HOHa3anbHOe
yaaneHue onyxonu BbIMOAHANOCHL MO NOBOAY CapKOM
MAFKMX TKaHen [11].

MonoxutenbHoe BAMSAHUE  3HOOCKOMUYECKOrO
9HAOHA3aNlbHOro yaaNeHus OMnyxoau npu JIoKau-
30BaHHbIX CTagMax 3CTe3uoHenpobnacTtombl (cTa-
amn A v B no Kadish—Morita) He Bbi3biIBa€T COMHEHNS
M MOATBEPXKAEHO PSAAOM HaAy4YHbIX WMCCNEeAOBaHWM.
CnoxHee 06CTOMUT CUTyauus NpuU pacnpoCTpaHEeHUK
3CTE3MOHENPO6NacToMbl 3a CUTOBUAHYIO MIACTUH-
Ky pelwetyaton koctu (ctagua C). B aTux caydasx
OCHOBHas pPoJb B IEYEHUN OTBOAUTCH XMMMUOTYYEBON
Tepanun. OgHaKO BO3MOXHOCTb NMPOBEAEHUSA 3HAO-
CKOMMYECKOro 3HAOHA3aNlbHOro yaaneHus OMyxosu
npu acte3noHenpobnactome B ctaanun C no Kadish—
Morita TaKk)Xe MOJIOKUTENbHO CKa3blBaeTcs Ha
pesynbTatax nedyeHus. Mo gaHHbiIM MemopuanbHOro
rocnutansa B Kutae, ypoBeHb 1-, 3- n 5-neTHen obuien
BbI}XMBAEMOCTHM Slyylle y NaLMeHTOB, KOTOPbIM BbIMO-
HEHO KOMIMJIEKCHOE JfevyeHne, BKIOYaBlIee 3HAO-
CKOMMYEeCcKoe 3HAOHa3albHOE YyaalleHWe OMnyxonu:
100 n 55, 88 1 46, 66 1 31% cOOTBETCTBEHHO [12].
AHanorvyHble pesynbTaTbl NPEACTaBAAIOT aBTOPbl U3
TexacCcKoro yHMBepcuTeTa, 0606LWMBLUME ONbIT Nleye-
HMSA 24 nauneHToB, B TOM 4YMucne 16 M3 HUX CO CTa-
anen C no Kadish—Morita [13]. B 3ToM Hab6ntoaeHun
ypoBeHb 5-neTHen 6e3peunanBHON BbIXKMBAEMOCTH
NpU HaNMYuMM pPEervoHapHbIX MEeTacTa30B COCTaBWUN
73%. Pe3ynbtaTbl KaHaA[ACKMX YYEHbIX TaKKe ybeau-
TeNbHO AOKa3blBAOT Y/yYllEHME NOKa3aTenemn BblxXu-
BaeMOCTH y nauneHToB npm C-cTaanm aCTE3NOHENPO-
6nactomsbl (p=0,001) [14, 15].

BoNbWMHCTBO aBTOPOB CXOOATCS BO MHEHUMU,
4YTO ONS OOCTMXKEHWUS TMOMOXKWUTENbHOrO pesynbraTa
B JIEYEHUM OMNYXONEN OKOJIOHOCOBbLIX Ma3yx Heo6-
XOAUM  MyNbTUAWCUMNAMHAPHbBIA noaxod. CornacHo
JaHHbiIM EBpPOMENCKOro KoHcCeHcyca Mo 3HAOCKOMMU-
YECKOMY JIEYEHMUIO OMNyxosen Hoca, OKOJIOHOCOBLIX
nasyx n ocHoBaHusa Yyepena (European Position Paper
on Endoscopic Management of Tumours of the Nose,
Paranasal Sinuses and Skull Base; 2010), Bkno4nB-
lwero ceegeHnsa o 225 nauneHtax AETCKOro Bo3pa-
CTa, KOTOPbIM MPOBOAMIOCH 3HAOCKOMNYECKOE 3HAO0-
HasaNlbHOE yasieHUe OMyxonen pas3NMyHOro reHesa,
nonHoOEe yaaneHue onyxonu AOCTUrHyTo B 73-90%
c/ly4aeB, YacToTa nocfieonepaloHHbIX OCMOXHEHWUN
cocTtaBuna 20,5% [8]. 0606wWas onbIT psga KPynHbIX
nccnefoBaHWM, BbIMOMHEHHbIX B KOrOpTe NauMeHToB
JeTcKoro Bo3pacTa ¢ onyxonamu MNH, OHM n O4, aBTo-
Pbl YCTAHOBW/M, 4TO 06LLas 5-NeTHAS BbIXKMBAEMOCTb
cocTtaBuna ot 50 1o 90% [16-18].

Ha coBpemMeHHOM 3Tane paspaboTaHbl M ycnell-
HO BHeApPEHbl B K/IAMHWYECKYIO MPAKTUKY OCHOBHblE
NPUHUMNbI  yAaNeHUs OMNyXxofii C MCMNONb30BaHUEM
J3M1. Mo MHEHUIO OCHOBOMOMIOXHMKA COBPEMEHHOIO
MeToda GYHKLMOHANbHOM 3HAOCKOMUYECKON XMpPYp-
rmmn M.3. Buranpa, 3301 B HacTosllEee BpeMS ABNASETCS

ajleKBaTHbIM BbI6OPOM ANg yaaneHua onyxonewn [MH,
OHI1, OY4, Tak KaK obecne4ymBaeT COXPaHEHWE KOCT-
HbIX CTPYKTYpP ®poHTO6a3anbHOro KOMMAEeKca u npe-
[oTBpallaeT M30bITOYHYIO TpaBMaTU3aLMIO 340POBOM
CNN3UCTOM 060N04YKU. ABTOP CYMTaET, Y4TO A06poKa-
yecTBeHHble onyxonu MH n OHIl gonHbl yaanaTbes
B OCHOBHOM 3HAOCKOMWYECKUM MyTEM, OAHAKO B OTHO-
WEHNN BO3MOXKHOCTEW YAaneHUs 3/10Ka4eCTBEHHbIX
onyxonen MNH, OHIM 1 OY OH CKNOHAETCA K MHEHMUIO
0 CMEHE KOHLEeNLMK 1 Nepexoay oT CBepxpaanKabHbIX
6/IOKOBbIX Pe3€eKLUI K 6onee TuaTeNlbHOMY UCCeao-
BaHWIO TKaHEW, OKPYyXKalolWMX OMyXoib, C MOMOLbIO
3HOOCKOMNa M MHTPaonepaLnoHHOMY FMCTONOMMYECKO-
MYy MCCNefoBaHMI0 GMONTATOB C LiENbo YAaneHUs ToNb-
KO AIENCTBUTENbHO NOPaXKEHHbIX TKaHewn [19].

OrpaHu4YeHus UucciefoBaHuUs

[ANs  QOCTUMXKEHUS MOJSIOKMTENbHOrO pes3ynbTa-
Ta XWMPYPrM4EecKoro Jfe4vyeHus C MCMNoSb30BaHUEM
33l HeobxoauM TulaTeNbHbIM OTOOP MNALMEHTOB.
MNpeponepaunoHHas MOAroTOBKA BKOYAET BbINOJHE-
HMe MPT ¢ KOHTpaCTHbIM YCUNEHUEM A1 OLEHKWN B3a-
MMOOTHOLLEHWW OMYXOJIM C KPYMHbIMK COCYAaMM U Kpa-
HMaNbHLIMW HEPBaMMU, a TakKe KT-aHrnorpadutio ans
NCKNOYEHUS MHBA3WUM OMYXOJIM B CTEHKU KapOTUAHOWM
n BepTebpanbHon aptepun [20]. HecmoTpsa Ha ycrnexu
3H/OCKOMMYECKOW 3HAOHA3aNbHOW XMPYPruu, cylle-
CTBYET PS4 OrpaHuMyeHnn ee npumeHeHnsa. Kputepum,
amMuTupylowMe nposeaeHne 3301, MeHAOTCA COB-
MECTHO C U3MEHEHUEM TEXHMYECKUX BO3MOMKHOCTEWM
[21]. K HacToslleMy BpeMeHn cHOpMYyInpPOBaH psaf
a6CoNOTHbLIX U OTHOCUTESNIbHbIX OrPaHUYEHUI K yaane-
HUIO onyxonewn ¢ npumeHeHnem I3[ (Tabn. 5) [21].

AJITOPUTM 3HAOCKOMUYECKOIo
SHAOHA3AJIbBHOIo NOAXOAA HA

3TANAX KOMNNIEKCHON AMATHOCTUKH

U YAAJIEHUS ONYXOJIEA NOJIOCTU

HOCA U OKOJIOHOCOBbIX NMA3YX C
PACNMPOCTPAHEHMEM HA OCHOBAHME
YEPENA NPU NEYEHUU NALIMEHTOB
AETCKOro BO3PACTA

Ha oCHOBaHWMW [JaHHbIX COBPEMEHHbIX MEAMULMH-

CKMX uccnenoBaHUM M COBCTBEHHOTO KMHWUYECKO-

ro onbiTa cOOPMYIMPOBaH anropuTM KOMIJIEKCHOM

AWArHOCTUKM U NevYeHns NaunMeHToB AETCKOro Bo3pa-

cta ¢ onyxonsmu IMH, OHIM 1 OY ¢ cnonb3oBaHMEM

93rl.

1. OcHoBaHMEM AN9 MPOBeAEeHUs MNPEaNOXKEHHOro
NnevyeHns ABNSAIOTCS IOKanAM30BaHHaa cTagus ony-
XO0NEeBOro npouecca n AOCTYMHOCTb OMyXOau Ans
3HAOCKOMMYECKOro yaaNneHus (OUueHKa pacnpo-
CTPaHEHHOCTM NMPOBOAWTCS Ha OCHOBAHWW 3HAO-
CKOMWYECKOro ocMoTpa, AaHHbix MPT ¢ KoHTpacT-
HbIM YCUIEHWEM, a ONpeaeneHne BOBEYEHHOCTH
cocyqoB — no AgaHHbIM KT-aHrnorpadun).

2. Y nauMeHTOB C JIOKaJIbHOM pacnpoCTPaHEHHO-
CTbIO OMYXONEBOro npouecca, He No3BONSIOLLEN
BbIMNOJIHNTb PaAMKaabHOE yaaneHue, NpoBOAUTCS
éuorncus.
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Ta6auua 5. AHaTOMUYECKME CTPYKTYPbl, KOUTUHECKOE BOBJIEYEHWE KOTOPBIX B OMYXOJEBbLIM NPOLLEeCcC NpenaTcTByeT
BbIMO/IHEHWUIO 3HAOCKOMNYECKOro 3HAOHAa3aNbHOro noaxoaa [21]

MpoTuBONOKa3aHUA K NpOBeAEHUIO yaaNieHUn
onyxosier ¢ NPpUMEeHEeHUueM 3HAO0CKONUYECKOoro
9HAOHa3a/lbHOIo noaxoaa

KpuTuyeckoe BoBJie4eHUE aTOMUHECKUX CTPYKTYP
B OMyXoJieBbli NpoLecc

AGCONIOTHbIE NPOTUBOMNOKa3aHUA

Koxa n Markve TkaHuu nuua

TeBepaoe He6o

CKynoBasi KOCTb

He6HbIN, CKYN0OBOW, a/lbBEOISIPHBIN OTPOCTOK U NepeaHss HocoBas
OCTb BEPXHEN YENOCTH

OTHOCUTENIbHbIE NPOTUBONOKA3aHUA

JNaTepanbHble oTAeNbl GPOHTaNbHOIO CMHYCa

PacnpocTtpaHeHHast MHOUNBTPALIMSA ONYyXOJbl0 MO3rOBOW TKaHU

KaBepHO3HbIN CUHYC

Op6uTa

KocTn Hoca

MepeaHas v BepxHenaTepanbHasa CTEHKA BEPXHEYeNoCTHOM Nasyxu

HococnesHbin KaHan

3. lpu BbIgBNEHUM MO pe3ynbTtatam KT-aHrnorpadum 4.

[TOCTOSIHHbLIA  KOHTPO/Ab OMNEepaLMnMOHHOro nons

rMnepBacKynsapusaLmnmn onyxonu C Lenbio UCKO-
YEeHUS pUCKa pPasBUTUS MHTPaonepaLMoHHOro
KpPOBOTEYEHUS HE No3aHee YeM 3a 24 4 o onepa-
LMW BbINOMHAETCA aMOONN3aLNA U/UNKU OKKITIO3NS
NMUTalOLWMX ONYX0Jib COCYAOB.

BbiGupaetca OocTyn K yaaslieHUt0 ONyxoin ¢ Npu-
MeHeHunem 3.

Mpn HeobxoaMMOCTM NPOBOAUTCS MNOArOTOBKA
M HacTpOMKa HaBUTraLlMOHHOIo 060pyA0BaHUS.
PeweHne o HEO6GXOAMMOCTM NPOBEAEHMS onepa-
LMW NPUHUMAETCS KOoernanbHo ¢ 0693aTenbHbIM
y4yacTMeM [IETCKOro OHKonora.

Kputepuu, npenartcTByowMe npoBejeHuio
3HA0CKONUYECKUX 3HJOHa3a/ibHbIX onepayuin
npu onyxonax NMNH, OHM n 04

. TsxKenbi 06WMIK COMaTUYECKUIM cTaTyC NaLueHTa.
HeynoBneTBOPUTENbHbLIA OHKONOTMYECKUM MPO-
rHO3 3aboneBaHus, 0OYC/IOB/IEHHbIA MPOrpeccu-
POBaHMEM OMYXOaN AN NOSIBAEHWMEM OTAANIEHHbIX
MeTacTa30B Aaxke Npu cCoOXpaHeHMUM cTabununsaumnm
B OCHOBHOM OMyX0/IEBOM o4are.
PacnpocTpaHeHre Onyxonun Ha KOXy, MArKne TKa-
HY NMUa 1 TBepaoe Hebo.

KpuTuyeckme MOMEeHTbI

npu yganeuuu onyxonau NH, OHM n OY

¢ npumeHeHuem I3l

B xupyprudeckyto 6puragy BKIOHaAOTCA OTOPUHO-
JTAPUHIONOT, HEMPOXMPYPT U AETCKUI OHKOJOT.
BbinonHeHMe paguKanbHOro yaaneHus 3noKadve-
CTBEHHOWM OMYyXONW NMPOBOAMTCS NOA TWaTeNbHbIM
KOHTPONEM KpaeB pPe3eKUMK KaK 3HOOCKOomnu4ye-
CKM, TaK U1 METOOM MHTpPaonepaLMOHHON CPOYHOM
oéunoncuu.

MoBbICUTb pagMKaibHOCTb U 6€30MacHOCTb ore-
pauuu B 3Ha4YUTENbHOM Mepe NoMoraeT UCMOoNb30-
BaHWe HaBUraMOHHOro o60pyaoBaHus.

C UCMOJIb30BaAHMEM UPPUTraLMOHHOIO U acnupaLm-
OHHOro o6opyaoBaHWUS NpeaoTBpallaeT paHeHus
KPYMHbIX COCYAMCTbIX CTPYKTYP U TBEPAON MO3ro-
BOW 0600YKMH.

Ha 3akniouynMTenbHOM 3Tane onepauunm ob6a3artesb-
HO BbINONHAETCA PEKOHCTPYKUMA NedeKTOB TBEp-
[0 MO3roBon 060/104KK M 0B6ecnevYnBaeTcs agek-
BaTHbIM remocTas.

MpodunakTuka MUHPEKLUMOHHBIX  OCNOXHEHWN
obecnevynBaeTcs MNpoOBeAEeHWEM WHTpaonepawlm-
OHHOM aHTMGAaKTepPMaNbHOM Tepanuu.

Oco6GeHHOCTH NocieonepauuoHHOro nepuoga
O69a3artenbHoe NpoBeAeHME KOHTPOJIbHOIO 3HAO-
CKOMMYECKOro OCMOTpPa Mnoclie yaaneHusa Tamno-
HOB W3 MOJIOCTM HOCA C OCMOTPOM 30Hbl MOCTa-
HOBKM NTOCKYTa, 3aKpbiBaloWero aepeKT TBepaon
MO3roBON 060N04KMH.

MpoBeneHne MPT/KT nocne 3aKkpbiTus gedekrta
TBEP/ON MO3roBon 060/104KK Ha 2—3-€ CcyT nocne
onepauuu.

Yxo/ 3a NON0CTbiO HOCa C MPUMEHEHUEM CONEBLIX
PU3MONOrMYECKNX PACTBOPOB, MECTHbBIX Ma3eBblX
annavKauum.

[MpoBeaeHne KOHTPONbHOIro o6¢cnefoBaHNsA Yepes
1 Mec nocne onepalunun, KOTOPoe BKOYAET 3H/0-
CKOMUYECKNIM OCMOTP, BbinonHeHne MPT n/unu KT
OKOJIOHOCOBbIX Ma3yx, OCHOBAHWSA 4Yepena, KOH-
CyNbTaLMI0 3HAOCKOMMUYECKOro XMpypra.
Exxemecsa4Hblie 3HAOCKOMUYecKue obcneno-
BaHuMsa U MPT Kaxable 3 Mec B TeyeHue nep-
BOro roja. JHAoCKonuyeckoe ob6cnegoBaHue
n MPT — Kaxable 3 n 6 Mec B Te4eHne BTOPOro
roja, COOTBETCTBEHHO, U Yepe3 WeCTUMECAYHbIEe
WHTEepBanbl — MOCJ/ie BTOPOro roga HaboaeHUs.
Ha6niogeHne 3a naumeHTamMm B OTAAIEHHOM MOC-
nieonepaumMoHHOM Nepuoae coyeTtaeTcs ¢ rpadu-
KOM OCMOTPOB AETCKMM OHKOJIOrOM.
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3AKJ/IIOYEHUE

B HacToslwen pabote Mbl NpeanpuHSIM NOMbITKY
GopmMMpoBaHUS eanHbIX TPEO6OBAHUIM K yaaneHuto ony-
xonewn NH, OHM n 04y geten. JanbHewnwas COBMeCTHas
paboTa 3HAOCKOMMUYECKUX XMPYProB M AETCKUX OHKO-
noros 6yaeTr cnocob6CTBOBaTb COBEPLIEHCTBOBAHMIO
anropuTma v BblpabGOTKM eMHbIX NOAXOA0B K I€4EHUI0
JaHHOMN KaTeropuu NaLMeHToB.

3HaHWe JHAOCKOMUYECKOWM aHaTOMUK, Haluyme
cneunanbHOro WMHCTPYMEHTapusa AN 3HAOCKOoMnu4e-
CKMX 3HJOHa3a/bHbIX onepauunn u cobnogeHmne OHKO-

NIOTMYECKUX MPUHLIMMOB CNOCOBGCTBYIOT [JOCTUMKEHUIO
pagnKanbHOCTU onepaLlum 1 NPeaoTBPaLLEHMUIO TAKe-
JIbIX OCJIOXHEHMUN.

UCTOYHUK ®UHAHCUPOBAHUA
He ykasaH.

KOH®JIUKT HHTEPECOB
ABTOpbI cTaTbW MNOATBEPAMIN OTCYTCTBUE KOHO-

JIMKTa WHTEpPEecoB, O KOTOPOM Heo6XoAMMO CO06-
WHTb.
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Onyxonb Bunbmca: cuHagpomanbHas
U MOJNIeKYNipHaaA AUarHocTUKa

lpu onyxonn Bunbmca HepeaKo BbISIBASIOTCA FEHOTUMMYECKM-PEHOTUNMYECKME KOoppensunu. [eTeKums
MyTauum rno geHoTuny gaetT BO3MOXKHOCTb MPOrHo3mpoBaTh 3abosieBaHne, MHAUBUAYaIM3UPOBaTh Nporpam-
My JIEYEHUS C YHETOM BCEX PUCKOB Pa3BUTHS TOFO UM MHOIO OCJI0XKHEHMS Tepanuun. B cTaTee npeactaBieHbl
CcBeleHUs 06 OCHOBHbIX CUHAPOMaX U reHeTUYEeCKM AeTEPMUHUPOBAaHHbIX 3ab60/1eBaHNsX, acCoLMUPOBaH-
HbIX C pa3BUTHEM OMyX0/u Bunbmcea. BbiCOKWI pUCK pa3BuTus oryxosn Bunbmca (>20%) nMetoT naLmueHTsbl
¢ HekoTopbiMn WTI1-accoummnpoBaHHbIMU cuHapomamu (BKkawvass WAGR u [eHuca-/[palua), CMHAPOMOM
lepamaHa, MO3auyHOM nepemMexarollencss aHeynaonanen n aHemmen daHkoHn ¢ 6uannenbHor BRCA2-
MyTaumnen. YmepeHHbIi pUCK pa3BuTns HegpobacTtombl (5-20%) oTmMedeH B rpynnax AeTen ¢ CUMHApoMamMu
®peizepa, bekBnta—BuaemaHa, pa3BuBLIMMUCS BcaeacTBue ancommu 11p15, v cuHapomom CumMmncoHa—
fonabu—-bemens. K rpynne HU3KOro pucKa pa3BuTns HeppobaacTombl (<5%) oTHeCEHbI 60/1bHbIE C U30JIM-
pPOBaHHOM remurunepTpouen, cuHapomamm bayma v Jin—dpaymeHn, BpOXKAEHHbIM runeprnapaTMpeo3om
B coYeTaHuun ¢ onyxonsamu yentocten, HaHuamom MULIBREY v pa3/in4HbIMU XPOMOCOMHbIMM abeppaLlnsiMy.
PasButne MosieKynsipHon 6uosiornn B 6yaylieM no3BOJIMT pa3paboTraTtb HOBbIE MNoAX0Abl K MepCoHaIn3u-
POBaHHOMY JIEYEHUIO C [06aBJIEHMEM B POrpaMmbl MOJIEKYISPHOM TapreTHou Tepanuu A58 nauyueHToB
C BbICOKUM PUCKOM peLmnanBa 3ab0o/sieBaHus.

KniodeBble cnoBa: onyxosb Buabmca, reHeTU4ECKHU leTepMUHHUPOBaHHbIe 3ab60/1eBaHnsl, cOMaTH4e-
CKHe U repMHUHa/IbHbIie MyTaLMH.

(Ansa yntupoBaHus: Kynesa C.A., UmaHntoB E.H. Onyxonb Bunbmca: cuHapomManbHasa n MoneKynapHasa amar-
HoCTUKa. OHKoneanaTtpus. 2017; 4(4):283-289. Doi: 10.15690/onco.v4i4.1814)

Svetlana A. Kulyova, Evgeny N. Imyanitov

N.N. Petrov Research Institute of Oncology, Saint-Petersburg, Russian Federation

Wilm’s Tumor:
Syndrome-Based and Molecular Diagnostics

The genotype-phenotype correlations are quite often revealed in children with Wilm’s tumor. Phenotype-
driven mutation detection provides the opportunity to predict a disease, to define and work out per-
sonal treatment course considering all the risks of possible complications. The article presents data on
the main syndromes and genetically determined diseases associated with Wilm’s tumor. Patients with
some WT1 associated syndromes (including WAGR and Denis—Drash), Perlman syndromes, the mosaic
aneuploidy and Fanconi anemia due to biallelic BRCA2 mutation are at high risk of Wilm’s tumor devel-
opment (>20%). Moderate risk of nephroblastoma development (5-20%) is registered in children with
Fraser syndrome, Beckwith—Wiedemann syndrome with 11p15 disomy, and Sympson—Golabi—-Behmel
syndrome. Patients with the isolated hemihyipertrophy, Bloom syndrome, Li—Fraumeni syndrome,
hyperparathyroid-jaw tumor (HPT-JT) syndromes, Mulibrey nanism, and other chromosomal aberrations
seem to be at low risk for nephroblastoma (<5%). Future achievements in molecular biology will allow to
develop new approaches to personalized treatment supplementing the treatment course with molecu-
lar target therapy in patients at high risk of disease recurrence.

Key words: Wilm’s tumor, genetically determined diseases, somatic and germinal mutations.
(For citation: Kulyova Svetlana A., Imyanitov Evgeny N. Wilm’s Tumor: Syndrome-Based and Molecular
Diagnostics. Onkopediatria. 2017; 4(4):283-289. Doi: 10.15690/onco.v4i4.1814)
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BBEAEHME

lepBoe onuncaHuve HedppobNACTOMbI 4acTO CBS-
3bIBalOT ¢ uMeHamu T. PanHc [1] n M. Bunbmc [2].
OpgHako ony6nnMkoBaHHaa M. BunbMcom MoOHOrpadpumsa
«CMellaHHble OMyX0aM MOYKM» OKOHYATENbHO 3aKpe-
nuna 3a aBTOPOM MPUOPUTETHOE MPaBO Ha OTKPbI-
TMe 3TOro 3aboneBaHus, NO3TOMY TEPMUH «OMyXO0sb
Bunbmca» 06bI4HO yNnoTpebseTcs B Ka4eCTBE OCHOB-
HOro Ha3BaHMsa Hedpob6IaCTOMbI.

Onyxonb Bunbmca onucaHa Kak aM6puoHanbHOe
HOBOOGpa30BaHWe, COYETalOLEECH C BPOXKAEHHBIMU
aHomanuamu [2, 3]. B 86% cnyyaeB nopaxkaeTcs ogHa
NnoYyka, OfHaKo y 6% 60/bHbiXx 3a60neBaHNUe HOCUT
6unaTtepanbHbii XxapaKkTep, a y 8% — MynbTudOKanb-
HbIM. YacToTa onyxonn — 1 Ha 10 000 HoBOpOXKAEH-
HbIX [4, B].

Mopdonornyeckasas KapTuHa HedpobaacToMbl
BcTpeyaeTca B 90% cnyyaeB BCeX ONyxoneBbix o6pa-
30BaHUM MNoYeK y aeten. B cTpyKType onyxonesow
natonornn 3abonesaHne BcTpedaetcs B 9% Habnto-
neHuny neten go 1 roga (4-e mecto) M B 6% — y neten
nocne 1 ropa. bonee 80% onyxonen BbIABAAKOTCS
B BO3pacTe A0 5 neT, cpeaHni Bo3pacT cocTaBnseT
3,5 roga. Ynucno geBOYEK HECKONbKO MpeBanupyeT
Haj YMCNoOM MasbynKoB [4].

B Hopme y4yacTKM meTaHepporeHHom 6nacTembl,
GopmMuMpyOLIME CEKPETOPHLIM annapat MNOYKKU (Kny-
60YKM, U3BUTbIE KaHablibl), AOMKHbI MCYE3aTb Nocne
36-n Hen GepeMeHHOCTH, oaHaKo Yy 1% peten npu
pOXAEHMM OCTaeTcs PYHKLMOHMPYKOWEN 4YacTb Gna-
cTemMbl. 3T GOKycbl 6GnacTeMbl OMMUCbIBAOTCA KaK
HedporeHHble OCTaTKW, KOTOPblE OMPeaensioTcs Kak
YY4aCTKM C MOBbILIEHHbIM PUCKOM pPa3BUTUS OMyXoNu
Bunbmca. Cyab6a HehpOreHHbIX 0OCTaTKOB ABOSIKA: OHU
MOryT perpeccupoBaTb WM OaBaTb MajurHM3auuio,
NOCTENEHHO TpaHchopMupysicb B HeppobnacTomy [6].

Hedbpobnactoma Hepeako aBASETCHS OAHUM U3
CUMMNTOMOB BPOMAEHHbIX MOPOKOB W FEHETUYECKMUX
cuHapomoB. B Havane 1970-x rogos A. Knudson,
MCNonb3ys nNpeablayline pa3paboTKu Ha reHe Rb [7],
npeanoXun aBe MoaenuM TymoporeHesa npu onyxonu
Bunbmca [8]. B nepBoM cnydyae MMEET MECTO pa3Bu-
TMe cnopagu4yeckon HedpobNaCTOMbI, MPU KOTOPOW
B Heppobnacte o6a annena reHa WT (Wilms tumor)
noBpexaalTca ABYMSA HE3aBUCHMbIMU COMATUYECKHU-
MU MyTaUMaMK; TaKUM 06pas3oM, NPOMUCXOAMT NosHas
WMHaKTUBALMA JaHHOIO reHa, 4To NPUMBOAMT K pas3BMU-
TMo onyxonun. MyTaumsa HOCUT FTOMO3UTOTHbIM XapaK-
Tep, 06HAPYKMBAETCHA TONbKO B KJIETKaX ONyXon 1 He
HacnepayeTcs.

HacneacteeHHaa ¢popma HedpobnacToMbl XxapaK-
TepulyeTtcsa nepegaver MyTMPOBaHHOM KOMWKM reHa
WT 13 nokoneHus B nokoneHue [8]. Kaxabin Hebpo-
61acT reTepo3nUroTHOro HOCUTENS MyTalLMK YKe Ume-
€T MHaAKTMBMPOBaHHbIN annenb WT, Takum obpasom,
ans pas3BuTus HedpobnacToMbl AOCTATOYHO BCEro
O[IHOM CcOMAaTMYECKOM MyTauuu, 3aTparuBatrolemn
OCTaBLUYIOCS KOMWIO reHa.

B HacToslwee Bpemsl aTa MoAenb, OCTaBasACh npa-
BW/IbHOW MO CYTW, MPEACTaBNSeTCcs W3JULIHE Yynpo-

LLLEHHON: B naTtoreHe3 HedpobIaCTOMbl MOXKET ObiTb
BOBJ/IEYEHO LIe/10€ MHOXECTBO APYrMX r€HETUYECKMUX
nosioMoK [9].

Te WAM WHble TEHETUYECKU OETEPMUHUPOBAHHLIE
3a60/1eBaHMA BbIABAAIOTCA NpuUMepHO Yy 5% peten
C onyxoNiblo Buabmca — TakuxX CMHAPOMOB OMMWCAHO
6onee 50 [10].

BbiICOKMI puUCK pas3BuTMa onyxonu Bunbmca
(>20%) wumeloT nauuMeHTbl € HekotopbiMu  WT1-
accounnpoBaHHbiMM cuUHApoMamu (BKAtodyaas WAGR
n [deHuca—[Apawa), cuHgpomom [lepnmaHa, Mo3a-
WYHOM MNEepeMerKalolWencs aHeyrnIouamen u aHe-
Muen PaHkoHM ¢ OuannenbHon BRCA2-myTaumen.
YMEpPEHHbIN pUCK pa3BUTUS HeppobnacTombl (5—-20%)
OTMEYeH B rpynnax geten ¢ cuHapomamu dpensepa
n bekBuTa—BuaemaHa, pasBMBLIMMUCA BCNeACTBUE
ancommn 11pl5, n cuHapomom CumncoHa—-lonabu—
bemensi. K rpynne HM3KOro pucka pasBuTUs Hedpo-
6nactoMbl (<5%) oTHeceHbl 60/IbHbIE C W30AMPO-
BaHHOM remuruneptpodmen, cuHapomamu bnyma
n Jln—®dpaymeHn, BPOXKAEHHbIM runepnapaTmpeo-
30M B COYETAHMMU C OMYyXONsIMMU YeNtoCcTen, HaHM3MOM
MULIBREY v pasnn4yHbiM1 XpOMOCOMHbIMM abeppaLm-
amu [10].

CUHAPOMBbBI U TEHETUYECKH
AETEPMUHUPOBAHHBIE 3ABOJIEBAHUA,
ACCOLIMUPOBAHHBIE C PABBUTUEM
OnyXxoJiui BUIbMCA

WT1-accoumnmpoBaHHblI€ CUHAPOMbI

Takue cuHapombl, Kak WAGR n [eHuca-[pauwa,
ABNAOTCS GEHOTUMUYECKUMM pPe3ynbTaToM MyTaLuu
B reHe WT1. leH WT1 pacnonoeH Ha KOPOTKOM nie-
ye xpomocombl 11 (11p13). CneactBMeM 3TON MyTa-
UMK ABNSETCA HapylleHWe Perynsumm TPaHCKPUNLUK
daKTopa Pax-2, oT KOTOpOro 3aBUCUT AnddepeHLn-
pPOBKa NOYe4yHOro anutenus B HedporeHese [11, 12].
MHaKTMBauUmMs oaHOro annens oHkocynpeccopa WT1
NPUBOAMUT K Pa3BUTHIO MOPOKOB MOYEMOI0BOW CUCTE-
Mbl, @ MyTauus KOMWKU reHa (NoTeps reTepo3nroTHoO-
CTM) CBAA3aHa C KaHLEeporeHe3om. Y naumMeHToB C JaH-
HbIM HacneacTBEHHbIM cuHapomom B 80% cnyyaes
pa3BMUBAlOTCA OMYXO/M, U3 HUX Hambonee 4acto —
onyxonb Bunbmca [13, 14].

[eneums B reHax, coaepalinx JOMEH «LMHKOBO-
ro nanabua», 06bI4HO NpuBoanT K WAGR-cuHapoOMmYy,
npuM KOTOpOM onyxonb Bwunbmca pguarHoctupyetcs
y 50% nauneHToB.

®deHotunnyeckn WAGR-cMHOpOM nposiBAsieTcs
onyxonbto Bunbmca, aHnpuanen, manbdopmaumnamm
MOYENO/SIOBON CUCTEMbI U 3aOEPHKKOM YMCTBEHHOIrO
pa3sutus [15].

TouykOBblE MyTalUMM [aloT Hayano pPasBUTUIO
cuHgpoma [eHuca-[pawa, accoUUMPOBAHHOIO
¢ ManbdopmauuaMnU MOYErNosIOBOM CUCTEMBI, MCEB-
gorepMadpoanTU3MOM, a TaKKe Me3aHrManbHbIM
CKJ1IEPO30M MOYEK, NPUBOASALLMM K NOYEYHON HegocTa-
TOYHOCTM B AEeTCKOM Bo3pacTe [16]. MoTeps retepo-
3UrOTHOCTM MPW J@HHOM CUMHAPOME OGHapyKUBaeTcs
nmwb B 10-30% onyxonew, 4To yKa3blBa€eT Ha 6onee
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CMIOXHbIM MeXaHM3M pa3BuUTUA HebpobnacToMbl MO
CpaBHeHMUIO ¢ moaenbto A. Knudson.

MoagepraHne npaBunbHOro ©GanaHca Mexay
Pas3/IMYHBbIMK  CMIIANCUHIOBbIMU WM TPAHCKPUIMLMOH-
HbIMW M30dopmamn 6enka WTL aBngeTcs Kputuye-
CKMM MOMEHTOM B HOPMa/lbHOM Pa3BUTUM U GU3MNO-
NIOTMYECKOM  OYHKLMOHMPOBAHMM  MOYENOIOBON
cuctemsbl. MNMpu cuHgpome dpensepa onpegenserca
MyTauusa B canTe cnnancuHra reHa WT1, B pe3synbra-
Te€ Yero HapyllaeTcs COOTHOLIEHWE CMIaMCUHIOBbIX
nsopopm WTI1-cneundunyeckmux PHK: 310 m3meHe-
HWE TaKXXe NPUBOAMUT K Pa3BUTMIO onyxonun Bunbmca.
deHOTMNNYECKN pa3BMBaETCH Taxenasa Hepponartums,
Y JIUL, MYXXCKOTO nosla 0TMevyaeTcs HapylleHne pa3Bu-
TUS NONOBbLIX OpraHoB [17, 18].

CemelHble popmbl Hedpobs1acTOMbl BCTpeYa-
loTcs ¢ YyacTtoTonm 1-3%, TMn HacnegoBaHua — ayTo-
COMHO-IOMUHAHTHbIN C HEMONHOW (0KON0 60%) NeHe-
TpaHTHOCTbIO [19, 20]. lepMHnHanbHas MyTaumsa reHa
FWT1, pacnonoxeHHoro Ha xpomocome 17921, BbisiB-
N9eTcs Npy CMHAPOMaX, BKIOYAOLWMUX MyIbTUCUCTEM-
Hble MOPOKWM pPa3BUTUA YPOTreHWTaNbHOIrO TpaKTa
C BbICOKMM PUCKOM pPa3BUTUS IMOBPUOHaNbHbLIX OMy-
xonen (Hebpobnactombl, roHagobnacTomsl) [21, 22].

CuHApOMBI GbICTPOro u runeptpodpuyecKkoro

comMaTU4YeCcKoro pocTa

deHoTUNNYECKNE NposiBNIEHNS CcCUHApOMa
bekBuTta-BugemaHa cBf3aHbl C MyTauMen reHa
H19, pacnonoxeHHoro Ha xpomocome 11p15.5
[23-25]. Y nauMeHTOB ¢ AaHHbIM CMHAPOMOM B 8%
c/ly4aeB pa3BMBAOTCSA OMyXO0JH, Yalle BCEro ONyXo/b
Bunbmca [26-28]. Y 60nbHbIX HEPEAKO BCTpevaeT-
¢ GeHOMEH reHOMHOro MMMPUHTUHIA, NPU KOTOPOM
3KCMNpPeccus reHoB OCYLLECTBNSETCA TONbKO C OTLOB-
CKoro annens [26]. Takon anureHeTU4ecKnin npouecce
MOXET ObITb B OCHOBE U APYrnX AETCKUX Onyxonem —
pabaoMMOocCapKOM, HEMPO- 1 renato6a1acToM, aipeHO-
KOPTUKabHbIX PaKOB.

C nNOBbIWEHHBIM PUCKOM pPa3BUTUS  OMyXONu
BunbMca Hepegko accouMMpoBaHbl U APYrUe CUH-
APOMbI, Hanpumep cuHapom CumncoHa-lona6u-
Bemessi, KOTOPbIA OTHOCUTCSA K X-CLIENNEHHbLIM peLec-
CMBHbIM 3a6oneBaHnsaM. OCHOBHbIMU KJIMHUYECKUMMU
CMMNTOMaMK 3TOr0 CMHAPOMA ABNASIOTCA TMIAHTU3M,
HENPoONopLUMOHaAbHO 6GoNbluas ronoBa C rpybbiMU
yepTamu nnua (rMNepTenopusam, aNMKaHTyCc, KOCo pac-
MOJIOXKEHHbIE [Ma3Hble Lienu, WKUpoKasa nepeHocuua
M LWUMPOKKIM HOC CO B3AEPHYTbIMU HO3APSAMMU, 6O/bLIOK
pOT, 60/bLLIOK A3bIK C NPOAOIbHOM 60P0O3A0M, pacLie-
NIMHa BEPXHEN rybbl n/vnmn TBepaoro Heba), KOpoTKas
Les; CKENeTHble aHOMauK (BPOXKAEHHas AUcCnnasunsg
6eapa, CKONMO3, aHoManuu pebep u ap.), MBMEHeHNS
KOHEYHOCTEN (CMHAAKTUAWK, MNOAMAAKTUNNK, Opa-
XUOAKTUIUKU, WUMPOKUE U KOPOTKME KUCTU U CTOMbI);
Mo4YTW B MOJIOBMHE BCEX C/ly4aeB BbISBIAIOTCA MOPO-
KW CepaeyvyHO-COCYyAUCTON U APYrnUX CUCTEM (FPbIXKMU,
aHoManuMu pas3BuTus). bonewT npeumywecTBEHHO
Manb4YMKK, AEBOYKHM C MOBPEKAEHHBIM FreHOM 06bIYHO
ABNAOTCH 6€CCUMNTOMHbBIMU HOCUTENbHULAMWU MYTH-

poBaHHoOro annens. lMpu nHakTUBaLUKUK X-XPOMOCOMb!
C HOpMasbHbIM anfieneM BO3MOXKHO pa3BuTUE 3a60-
neBaHusa ny gesodek. Onyxonb Bunbmca mMoxeT pas-
BMTbCS KaK Ha runepTpodUpoBaHHON, TaK U Ha Mpo-
TUBOMONOXKHOW el cTopoHe. leH GPC3, ¢ KOTopbiM
CBA3aHO pas3BuTMe cuHapoma CumncoHa—lonabun—
bemens, HaxoauTca B nokyce Xq26.2 [29]. B 70-85%
Cc/ly4aeB €ero noBpexAeHus npeacTaBineHbl TOYKO-
BbIMK MyTaumamu, B 15-30% — geneumsamu 0aHOro
WM HECKONIbKMX 9K30HOB reHa. l'eH GPC3 koaupyeTt
6€eN0K, KOTOpPbIA OTHOCUTCA K CEMEWCTBY [UMUKa-
HOB — renapaHcynb®aTnpoTeOrMMKaHOB, CBA3aHHbIX
C Hapy>XHOW MNOBEPXHOCTbID KJIETOYHOM MeMOpPaHbI
N PErynavpylolinx OencTBMe pas3nvyHbiX (aKTopoB
pocTa. [MunukaH 3 B3aMMOAENCTBYET C MHCY/IMHOMO-
[06HbIM PpaKkTopom pocTa [28, 30].

HU3onmpoBaHHass remurunepTpogpus  css3a-
Ha C acUMMETPUYHbIM POCTOM MOJIOBUHbI Tena.
PacnpocTpaHeHHOCTb 3TOro CMHAPOMA, MO AaHHbLIM
pa3HbIX aBTOpPOB, BapbhpyeToT1/13 000 g0 1/86 000
neten [31]. Y 20-35% peten ¢ 30NMPOBaHHOM rmnep-
Tpoduen BbiIsBASETCA Ta MM MHag naTonormna B 11pl5.
Mpupoaa pa3BuTns onyxonu Bunbmca y Taknx 601bHbIX,
KaK nNpaBuKIo, ocTaeTcs HeACHON. B eANHUYHbIX Habto-
[AEHUSX BbIIBNEHbI aHOMa/IMM KapuoTuKna, B 4aCTHOCTH
MO3au4yHasi TPUCOMMUS XpomMocombl 8 [32].

CuHgpom [lepsimaHa BbI3bIBAETCA E€PMUHAJb-
HbIMWU MyTaumamu B reHe DIS3L2, pacrnofioeHHOM
B NOKyce 2937. 3TO peaKkni ayTOCOMHO-PELECCUBHbIN
CUHAPOM, KOTOPbIA XapaKTepu3yeTcs BPOXKAEHHOM
rmMnepTpodmen U HEKOTOPLIMKU APYTMMU MPUSHAKaAMMU,
NPoSIBASOWMMKU CXOACTBO C CUHApOMOM bekBuTa-—
BugemaHa. [letTv ¢ 3TMM CHMHAPOMOM pOXKAatoTcs
¢ 60/1bLUMM BECOM, Y HUX YaCTO NMPUCYTCTBYIOT r'MMNOTO-
HWS, OpraHOMeranuM W XapakTepHble NMLEBbIE aHO-
Manuun (V-obpasHas BepxHas ryba, BbINYK/blA 11006,
rny6oKO NoCa)KeHHble rnasa, W1poKas/nnocKkasa nepe-
HOCML@ M HWM3KO pPacCrosiOKEHHblE YLIK), MOYEYHble
aHoManuu (Hebpomeranus U rMapoHedPpo3s), a TaKkkKe
3a[1EPKKN B NCUXOMOTOPHOM pa3BuTun [33, 34].

CuHAapowmbl, Npeapacnonaralmouue

K pa3BUTUIO onyxoau Bunbmca

CHUHAPOM MO3aM4yHOM MepemMeKalouwencs: aHey-
nnongnmn 1 — pegxoe ayToCOMHO-peLLeCcCMBHOE 3a60-
neBaHue, 06yCNOBAEHHOE FTOMO3UIOTHOM NN C/TOXHOM
reTepo3nroTHonm myTauuen reHa BUBI1B, pacnono-
¥eHHoro Ha 15-nxpomocome (nokyc 15q15.1). BUB1B
KOAMPYET KNo4eBON 610K KOHTPOSIbHOM TOYKK MUTO-
TMYECKOro BepeTeHa. [eTepo3nrotHas MyTauus rexHa
BUB1B MOXeT npuMBOAUTb K NpexaeBpeMeHHOMY
pacxoxaeHuto xpomatmua. CuHApPOM HacnegyeTcs no
ayTOCOMHO-AOMWHAHTHOMY TWUMY M HEe MMeeT GeHo-
TUMWYECKUX TNPOABAEHUN. Pe3ynbtatom MyTauuu
ABAAIOTCH MO3aW4yHble aHeynaouauun, no 60Jbluen
4acTu TPUCOMUM M MOHOCOMMM, BCTpeyatoLlmnecs BO
MHOXECTBE pa3/IMYHbIX XPOMOCOM M TKaHeMn [35, 36].
Y 60/1bHbIX OTMEYaeTCs CYLWECTBEHHOE BHYTPUYTPO6-
HOe HedopasBUTME C MUKpouedanuen, rnasHbiMu
aHOManuaMK, AUCMOPDOU3MOM M MHOMKECTBEHHbLIMMU
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pa3HoO06pa3HbIMU NOPaXKEHUSIMU OPraHOB U TKaHEWN.
MoBbIlWEH PUCK BO3HWKHOBEHWS 3/10KA4YECTBEHHbIX
Oonyxofien, B TOM 4yucne pabaomMmocapKOMbl, ONyXOsun
Bunbmca n nenkemuu.

AHemua ®aHKoHu, noarpynna D1 c¢ 6Guannens-
HOW MyTaumen BRCA2. BuannenbHble MyTalWK reHa
BRCA2 Bbi3biBalOT aHemutio PaHKoHM (noarpyn-
na D1). lfenH BRCA2 koaupyet 6enok BRCA2, yyacT-
BylOlWMK B penapauumn OHK, perynauum Kneto4yHoro
LMKNa U NoaAepKaHUM reHETUYECKOM CTabUIbHOCTH.
MpumepHo y 20% 60nbHbIX aHEMWEN pa3BMUBAETCSH
onyxonb BunbMmca, Yyalie B Buae 0CTpon MUENOUOHOM
nenkemun, a B 90% cnyvyaeB HabnwgaeTca HegocTa-
TOYHOCTb KOCTHOIO MO3ra (KOCTHbIM MO3r nepecrtaeT
06pa30BbIBaTb KNETKM KpoBH). Okono 60-75% nauu-
€HTOB poXKAalTcs ¢ BUAUMbIMU AedeKTaMu: 06bIHHO
OHM Heb6O0MbWOro pocTa, 4acTo MMEKT pas/iyHble
HapylleHUs CTPYKTYpbl KOXW, PYK, FOMOBbI, nas,
MoYekK, ylen, a TakKe APYyrne OTKJOHEHUS B pa3BMU-
Tn [37].

CuHgpom bnyma — penkoe ayTOCOMHO-peLec-
CUBHOE 3aboneBaHue, xapaKTepusytolleecs 3amep-
KOM pocTa B Mpe- M MOCTHaTalbHOM MNepuoaax,
NOBbIWEHHON YyBCTBUTENbHOCTbIO K YynbTpaduone-
TOBOMY OOG/YyYEHUIO, TUMNEP- W TUMNOMNUrMEeHTaLms-
MW. TIPUYMHOM 3TOro cCUMHAPOMA ABNAETCA MyTaLus
B reHe BLM, pacnonoxeHHOM Ha xpoMmocome 15026.1
N Koaupyrouwem 6enok u3 cemencrea [AHK-xenvnkas.
OTcyTcTBUE 6enka BLM unm HM3Kasa ero akTMBHOCTb
NPUBOAMUT K YBENMYEHUIO KOTMYECTBA COMATUYECKMNX
MyTauun n HecTabunbHOCTM Xxpomocom [38].

AyTOCOMHO-IOMUHAHTHbIN CHHAPOM JIn—DpaymMmeHH,
06YyCNOBEHHbIN HAacNeACTBEHHbIMW MyTaLMAMMU FreHa-
cynpeccopa onyxonesoro pocta TP53, nposBnsetcs
daTanbHO NOBbILWEHHBIM PUCKOM BO3HUMKHOBEHUS cap-
KOM MSIFKMX TKaHeN M Apyrux 310Ka4eCTBEHHbIX HOBO-
o6pa3oBaHMi, BKOYasa onyxonb Bunbmca, octeorex-
Hble CapKOMbl, OMyX0/iM TFOMIOBHOIO MO3ra, IeMKO3bl
n ap. [39].

BpoxxaeHHbIA runeprnapatupeo3 B COYeTaHUM
C ONnyXoJIIMU YeJIlOCTeH VMeeT ayTOCOMHO-AOMM-
HaHTHbIA TUN HacNegoBaHWS M CBA3aH C HalIW4YMEM
afleHOM WAM KapuMHOM NapalMTOBUAHbLIX XKenes,
occupumumpyrowmxca GubpomM 4encTen, onyxonewn
noyek. leHeTMYECKNE HapPYyLIEHUS NPKU 3TOM CUHAPO-
Me BbiIsiBJIEHbI B reHe HRPT2 [40].

Hannam MULIBREY — penKkoe ayTOCOMHO-peLec-
cuBHoe 3aboneBaHuWe, XapaKTepulyemMoe TSAHKEeNbl-
MW HapyWeHUSIMU pocTa U MATKUM AMCMOPHU3MOM
yepT nnua. F'en TRIM37 (MUL) HaxoauTcs Ha AJIMHHOM
nneye xpomocombl 17 B permoHe 17922-q23 1 Koau-
pyeT 6e/10K CEMENCTBA LIMHKCBSA3bIBalOWMX GEKOB.
K HacTosuemy BpeMeHn onucaHo 11 myTauummn reHa
TRIM37 (MUL). Ans nauuMeHToB ¢ MyTauuen TRIM37
(MUL) xapaKTepHbl dnbpo3Hasa agucnnasus TpybdaTbix
KOCTeW, COMpoBOXAaemasa TSHKeNblMW HapylleHus-
MW pocTa, renaTomeranus, KapauonaTuu, KenToBa-
Tble O4arn Ha rna3HoM [He, pacliMpeHne MO3roBbIX
enygoykoB un J-o6pas3Has popma TypeuLKoro ceana.
Y 60NbHbIX NPaKTUYECKM OTCYTCTBYIOT HEBPOOIU-

YecKue MnposiBNEHUs, OAHAKO 4acTo Habnogaetcs
cnabasi Mbllie4yHass TMNOTOHMA W He3HauyuTenbHas
3ajepKKa MNCUXOMOTOPHOrOo pas3BuUTUA. TUMKMYHBLIM
NPU3HaAKOM SABASIOTCS TaKXe aHOManuu nepukapaa.
B KpoBM MauMEHTOB OTMEeYaeTcs pe3koe KonebaHue
YPOBHS MMIOKO3bl U IMMNA0B C BO3PACTOM: B IETCKOM
BO3pacTe OTMeYaeTCcsl TEHAEHUWMS K MOHUIKEHHOMY
YPOBHIO [/IIOKO3bl U WMHCYNMHA, @ C HacTynjieHuem
COBEPLIEHHONETUS pa3BMBAlOTCS TSAXKenass WMHCYIn-
HOBasi PE3UCTEHTHOCTb Y METabOIMYECKUIN CUHAPOM
41, 42].

XpomMmocomMHble aGeppauuu

Tpucomuss 18 (cuHgpom 3aBappaca). [pubnu-
3uTenbHO B 90% cnyy4yaeB AOMNOMHUTENbHAs XPOMO-
coMa WMEEeT MaTEpPMHCKOE MPOUCXOXKAEHUE, YTO
CBSI3@HO C HapyweHussMu nepson dasbl Meno3a.
B 95% cnyyaeB BbiSBASEeTCS MoMHas TPUCOMMUS,
B OCTaBLUMXCS HaGNOAEHNSX — MO3anyHas U TpaHc-
NIoOKaumMoHHaa Tpucomus 18. KnuHnvyecknn deHotun
npu MO3anUyYHOW TPUCOMUK 18 MOXKET 0YEHb CUIIbHO
M3MEHATLCH B 3aBUCMMOCTMU OT YPOBHSA MO3aU4YHOCTH
W CNEeKTpa TKaHeK, B KNeTKax KOTopbIX Habnoaaetcs
aHOMaNIbHOE KOMMYECTBO XPOMOCOM. ATO pacCTpon-
CTBO XapaKTepu3yeTcs PasBUTUEM TAMKENbIX MCUXO-
MOTOPHbIX HapYLIEHWUW, 3aQEPKKOM POCTa, MUKPO-
uedanven, MMKpodTanbM1MeEN, aHOMaNbHOU GOPMON
YIWEN, MUKPOrHaATUEN WM PETPOrHaATUEN, CXKaTUEM
nanbLEeB M APYrMMu BPOXKAEHHBIMW MOPOKaMK Pa3Bu-
Tna. Okono 90% peTen ¢ 3TOM NaToOrMENn ymupaT
Ha NepBOM roay *u3uu [43].

Tpucomus 13 (cuHgpom [latay) aBnaetca pea-
KUM XPOMOCOMHbIM PacCTPOMCTBOM. Y NnL, C TPUCO-
MHen 13 TaKecTb CUMMOTOMOB M NMPOSIBJIEHUA MOXKET
CUbHO 3aBWCETb OT KOHKPETHOr0 MECTOMOJSIOXKEHHUS
ny6IMpPOBaHHOM (TPUCOMHOM) 4YacTu XPOMOCOMBbI,
a TaKXKe OT NPOoLEHTa KJIETOK, CoAepKalluX 3TN XPo-
MOCOMHbIe aHOManunu. Takme aHoManuu MoryT BKJItO-
yaTb B Ce0s 3aAeprKKW B pPasBUTUMK, TNYOOKYID YMCT-
BEHHYIO OTCTaNoCTb, MUKPODTANbMUIO, 3aaybio ryoby,
pacllennHy Heba, HeOoNyllEeHNE ANYEK (KPUMTOPXU3M)
W NOAMAAKTUANIO. BM3yanbHO BbLISBASIOTCSA aHOMaIUK
rofioBbl M nvua (MMKpoLuedanus, WMPOKUN U NIOCKUI
HOC, TMMNEePTENOPU3M, TPETbE BEKO, AEDEKTbl KOXM
Ha rosoBe W aHoMasbHble, HU3KO MOCAXKEHHbIE YLIK).
[leTn MoryT TaKXe cTpafaTb OT HEMOMHOr0 pPa3BUTUSA
onpeaeneHHbIx ob6n1acTen Mo3ra, NoOYEK U CTPYKTYPHbIX
aHomManuu cepaua. MHorme aetu ¢ TPUCOMMUEn XpoMo-
coMbl 13 nepecTaloT pactv u HabupaTb Bec. Takxe
OHUW UMEIOT CEPbE3HbIE TPYAHOCTU C MPUEMOM MULLHU, UX
COCTOSIHME XapaKTepU3yeTCs CHUKEHUEM MbILLEYHOTO
TOHYCa M aN1M304aMu CNOHTAHHOIO anHo3 [44].

Y nauneHToB ¢ cMHApPOM ageneunun 2q37 He XBa-
TaeT HeEBO/bLIOW YacTM XpOMOCOMbI 22. 3Ta aeneuus
NPOUCXOAMT CNOHTaHHO Yy 93% 60/bHbIX, @y 7% nauyu-
EHTOB Hacneayetcs ot poautenen. CuHapom geneumm
2937 cBSA3aH C LenbiM psagom npobaem, B TOM Yucie
C BPOXAEHHbIMM MOPOKaMW cepaua, aHOMaIUAMU
Heba, AMCPYHKUMAMU MMMYHHON CUCTEMbI, XKENyao4-
HO-KWULWEYHbIMU HapyWeEeHUIMU, aHOMaIUaMKU U Ony-
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XON MM B MNo4YKax. CMMNTOMbI M MNPOSIBEHUSA 3TOrO
COCTOSIHUS YPEe3BbIYAMHO pa3HOOBpa3HbI, AaXKe cpe-
1 YJIEHOB O0HOM cembM [45].

Takum o6pas3oM, BbIIBNEHO, 4TO HedpobiacTtoma
SBNSETCS TE€HETUYECKU reTeporeHHbiM 3ab0neBaHu-
€M, He MMeLMM 0CcoB60oro LIMTOreHETUYECKOTO MK
MOJIEKYNAPHOrO MapKepa, CTPOro acCcoLMMpoOBaHHO-
ro ¢ JaHHou natonoruen [46].

[eHeTUYEeCKM [OEeTEPMWUHUPOBAHHbLIE, @ WMEHHO
WT1-accounmpoBaHHble CUMHAPOMbI TPEOBYyT O0Co-
6€eHHOro noaxoda K ne4yebHoM TaKTuKe. [MOCKONbKY
y NauMeHToB C HanuMynem aTux 3aboneBaHUn BeuU-
Ka BEpPOATHOCTb Pa3BUTUS MO3OHEW XPOHUYECKOM
noYye4yHoMm HeJOCTaATOYHOCTM, OOBbEM ONEepaTUBHO-
ro BMellaTenbCTBa MOXHO OrpaHW4YuUTb pe3eKuuen
noykn ¢ onyxonbto [47]. CornacHo cTaHgapTam
MexayHapoaHoro obuiectsa AETCKOM OHKOJIOTMK MO
n3ydyeHuto onyxonu Bunbmca (International Society of
Paediatric Oncology Wilm’s Group, SIOP Wilm’s Group),
nauMeHTaM C LeNblo YMEHbLUIEHUS OMYyX0NEBON MacChl
M NOCNeayloLLero BbINOJHEHNS OPraHOCOXpPaHsaoLLEN
onepauunn uenecoobpasHo NpoBeaeHWe npegonepa-
LLMOHHOM nonuxmmMmunoTtepanum [48].

Kpome nepeyncneHHbiXx Bblle JIOKYCOB, WHU-
LMUPYIOLWNX pa3BUTME OMyxonu Bunbmca, onuchl-
BalOTCA W ApyrMe aHomanumu reHoma. CBeaeHus
0 noTepe reTtepo3nroTHoCcTM B 1p u/mnnm 16q Kak
0 MPOTrHOCTUYECKN HEBNATOMNPUATHBLIX MOJIEKYNSPHbIX
M LUMTOrEHETUYECKMX MapKepax YMKe MCMoJib3ylTcs
B ne4ebHON nporpamMme HauuoHanbHOM rpynnbl NO
nsydyeHuto onyxonu Bunbmca (National Wilms Tumor
Study Group, NWTS) 1 MHKOpNOpMpPOBaHbI B NpPOTO-
KON Ansl cTpaTudMKaL MM NaLuMeHTOB Ha rpynmnbl pUcKa
OHKONOrMYecKoOM AETCKOM rpynnbl N0 U3YYEHUIO ONy-
xonu Bwunbmca (Children’s Oncology Group Wilms’

Tumor, COG) [49-51]. OgHaKO MHOrMMKM aBTOpaMMu
y¥€e JOoKa3aHo, 4TO coYeTaHHas aHoManusa B 1p 1 16q
BCTpevaeTcs Nuub B 2,6—4,6% cnyyvyaes, YTO TIUMUTU-
pyeT ux ucnonb3oBaHue [52-54]. Hao6oporT, yBenu-
yeHue nokyca 1p BcTpedvaeTcsa B 25% HabAOaeHUN.
B Bennkob6putaHuMn, a B NOCNEAYIOLEM U B APYrux
cTpaHax EBponbl 6b1710 AOKA3aHO, YTO HannMynMe 3ToMn
abeppaumn CHUXKaET 8-NETHIOK BbIXXMBAeMOCTb ¢ 93
[0 76% [55-57].

3AKJ/IIOYEHUE

B HacTosllLee BpeMs NOKa OTCYTCTBYET MaealbHbIN
MOJIEKY/IIPHbBIA U LUTOrEHETUYECKUI MapPKep, KOTOPbIN
No3B0/INA Bbl BbIABUTb NaLMEHTA C HEGNAronpPUATHbLIM
NPOrHO30M, CTPaTUPULMPOBATL €ro B Ty WM WHYIO
rpynmny pucka n MOHUTOPMUPOBATb €ro COCTOSHME.

C BHeagpeHMeM MyNbTUAMCLMMIAMHAPHOIO nogxoaa
3a nocnegHee gecsATUneTMe OTMEYEH PbIBOK B jleye-
HMKM onyxonn Bunbmca, paspaboTaHbl HOBble MPO-
rpamMmbl Tepanuu, OCHOBAHHbIE Ha cTpaTUdUKaLMK
nauMeHTOB B 3aBMCMMOCTM OT xapaKTepa TeyeHus
3aboneBaHus. PasButne MONEKYNsSpHOM OGMONOruu,
HECOMHEHHO, MO3BONIUT pa3paboTaTb MNPUHLKUMNK-
anbHO HOBbIE MOAXOAbl K MEPCOHaNM3UPOBAHHOMY
leyeHuto gaHHoro 3ab6oneBaHus ¢ [ob6aBleHMEM
B NpOrpamMmmbl MOIEKYNSIPHOM TapreTHOW Tepanuu ans
NnaLMeHTOB C BbICOKMM PUCKOM peLmanBa 601E3HMU.

UCTOYHUK ®UHAHCUPOBAHMUA
Pa6bota nopgepxaHa rpaHtom POOU 15-04-
01744.

KOH®JIUKT HHTEPECOB
ABTOpbI CTaTbW MOATBEPAMAU OTCYTCTBME KOHO-
JINKTa UHTEPECOB, 0 KOTOPOM HEOBXOAMMO COOBLUTD.
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JHAOXUPYPrUa B AUArHOCTUKe
onyxoJseBblX 3a60/leBaHUU Yy JeTeHN

B crtatbe cooblaeTcsi 0 BO3MOXHOCTAX UCMO0Jb30BaHUA 3HAOXUPYPIUHECKUX METOAMK B AMarHOCTUKeE
onyxosieBbiX 3abojsieBaHWi y AeTen. B 4yacTHOCTM, npoaHaM3npoBaHbl MeXAyHapodHble faHHble 3a
nocnegHue 20 et 0 NPUMEHEHUM Nlanapo- U TOPaKOCKOMUK y ieTen ¢ NoJOo3PEHUEM Ha OHKOJI0IrMYeCcKoe
3ab6o/ieBaHne. KpaTKo U3J10XKeHa MCTOPUS Pa3BUTUSA U CTAHOBJIEHNSI SHAOXUPYPIUN Y AETEN. O6C)/)K[laIOTCFI
npenmyujectBa 3HAOXMPYPIrn4eCKnX MeTognK, rnoKkal3aHna K nx ripoBeJeHnI0, a Takxxe pa3BnTne BO3MOX-

HbIX OCJ/TIOHEHU.

KnioueBble ciioBa: 3HAOXUPYPIrusl y AeTel, AMarHocTu4ecKasi SHZOXUPYPrus, AeTCKass XUPYprus, geT-

CKasl OHKoJiorus.

(Ana yuntupoBaHuns: PoibakoBa [.B., Kepnmos [1.A., KazaHueB A.[1. QHOOXUPYPrUs B AMarHOCTUKE Ony-
X0neBbix 3aboneBaHun y aeten. OHkoneagnatpus. 2017;4(4):290-293. Doi: 10.15690/onco.v4i4.1815)

BBEAEHME

Mpo6nema TOYHON AMArHOCTMKM OOGBLEMHbLIX 06pa-
30BaHWM B OETCKOM OHKOJIOrMK, 6ECCMOPHO, aKTyalslb-
Ha. Oco6eHHO BaXKHbIM 3TanomMm obcnegoBaHUs nawm-
eHTa ABASIETCA MOJy4YeHMe OMyxoneBoro maTepuana
ans mopdosormieckon sepnbnKaumnm gnarHosa [1].

[Onsa pelweHna paHHOM npobnemMbl A0 CUX Nop
BbIMOJIHAIOT OTKPbLITYIO GMOMCUIO MOCPEACTBOM Nana-
POTOMHOIO M TOPAKOTOMHOrO AocTyna (BO MHOMMX
pervoHanbHbIX KAMHWKax Poccurckon Pepepaumu
JaHHY0 Npo6seMy peLiatoT C MOMOLLbIO AUarHocTrye-
CKOM nanapo- n Topakotomum) [2]. UHPOpPMaTUBHOCTb
OTKPbITOM 6MOMNCUMM AOCTMUraeT, Mo AaHHbIM HEKOTO-
pbix aBTOpOB, 0T 90 o 100% [3, 4]. OgHaKko gocTyn
K OOBEKTY XMPYPrnMyecKoro BMellaTeNbCTBa 3aHU-

MaeT TaKoe e BpeMs WK aaxe 6onbliee, 4eM cama
6évoncus, Npu 3TOM XMpypruyeckas TpaBma gocTyna
6onee 3HauyuTeNbHA, YeM TpaBMa OCHOBHOroO 3Tana
onepaunu [5, 6]. C nosiBIEHWEM 3HAOXMPYPrMKU Nana-
pPO- M TOPAKOTOMHbIE AOCTYMbl CTalM CMeLWaTbCs Ha
BTOPOW MJiaH M BbINOMHATLCA B UCKIOUYUTENbHbIX CNY-
yaax [7].

UCTOPUSAA U COBPEMEHHOE COCTOAAHUE

3HAOXUPYPIUM Y AETEN

McTopmns pasBUTUS 3HAOXMPYPrMYECKMX BMeLla-
TENbCTB Y [OETEeN paHHero Bo3pacTa Hac4yuTbiBaeT
6onee 50 net. lepBble co06LIEHMS BCTpevatTCs
B OTEYECTBEHHOM NUTEpPAType M NpUHaANexKaT Xupyp-
ram obuwero npoduna. TaK, MOKHO cyuTaTb, YTO
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BrnepBble 3T0T MeToA B Poccuun npumeHun A. AMUHEB
B 1947 r. y nauneHToB cTapue 6 net [8]. 3a pybexom
BNepBble 0 NPOBEAEHUN ManoTpaBMaTUYHON onepa-
umMn coobwmn B 1958 . S. Zoecker, KOTOpbIA BbINOA-
HUN AMArHOCTMYECKYlO JflamapocKonuio y pebeHKa
cTapuwe 2-netHero Bo3pacta [9]. B Poccun B 1965 .
A. OKynoBbIM Oblfa 3allullEHa KaHauMaaTckasa Auc-
cepTtaums no MNPUMMEHEHUIO NanapoCKoNuW B [OeT-
CKOM BO3pacTe, B KOTOPOM nponaraHaMpoBanochb
BHEAPEHME MeToAa C AuMarHocTuyeckon uenbio [10].
TopaKoCKONUIO y AeTen Hadanu npumeHatb B 60-x
rogax NpoLuIoro BeKa n ee cYnuTanm nokasaHMem npu
OMyXONsIX rPYAHOM MOJSIOCTH, Koraa ¢ NOMOLL b0 METO-
OB PEHTrEeHO/IONMYECKOr0 MCCeaoBaHUsl ycTaHo-
BMTb TOYHbIVM AMArHO3 He yaaBasniocb M TpeboBanocChb
nposeaeHne 6uoncuun [11]. AnarHoCTUYECKYO Topa-
KOCKOMMIO MpW HOBOOOGpPA30BaHUSX FPyaHOM MONo-
cTn y geten npumenan b. Myk [12]. B 3apy6erHon
nuTtepartype 60nblION BKNaa B pa3BUTMUE 3HOOXMPYP-
MK y AeTer U co3gaHue cneuuanbHbiX neguatpuye-
CKMX MHCTPYMEHTOB BHEC/IN aMepUKaHCKNE AEeTCKue
xupyprun S. Gans u G. Berci. B 1973 r. oHn ony6nunKko-
BaNn ABe 0630pHbIe paboTbl C ONMCAHMEM TEXHUYE-
CKMX OCOBGEHHOCTEM W ONblTa AWMArHOCTUKK y AeTewn
[13, 14].

K 2000 r. 3apy6eHble aBTOPbI CTanu pacLEeHUBaTb
3HAOXMPYPrUI0, NPUMEHAEMYIO AN MOPDONOrM4eCcKom
ANArHOCTMKM OMyXO0siew C NopayKeHWeM OpPraHoB U TKa-
HEeN rpyaHoONn, OPIOWHOM MOSIOCTU U 3aBPIOLWMHHOIO
NPOCTPaHCTBa y AETEN, KaK anbTepHaTuBY SanapoTo-
MWK 1 TopakoToMuu [7]. Tak, B 2007 r. ony6MKOBaHbI
JaHHble 0 npoBeaeHun 301 onepauum y 276 geten
¢ oHKonatonorunen [15]. Y 90 nauneHToB 6b11M BbINO-
HEeHbl onepauuu NanapoCKOMMYECKMM cnocobom, u3
HUX y 41 — nanapockonuyeckasa 6Moncua Onyxosu.
B 6 cnyyasx notpeboBanacb KOHBEPCUS B CBA3U C BO3-
HUKLIMMW OCNOXHEHUAMW. ABTOPbI MPULLAN K BbIBOAY,
4YTO NnanapocKomnuyeckass GMOMNCUA SBNSETCA HaAeX-
HbIM AWMArHOCTUYECKMM WMHCTPYMEHTOM MPW Oonyxose-
BOM MOpaxKeHUM 6PIOLWHOM NONOCTH y aeten [16]. A Ha
OCHOBaHWM OLIEHKMW MATUAETHErO OnbiTa NPUMEHEHUS
3HOOXMPYPrUK y OeTer CO 3/10Ka4eCTBEHHbIMW HOBO-
06pa30BaHUSIMMN YCTAHOBEHO, YTO 3TOT METOA AOJIXKEH
ObITb BK/1IIOYEH B KOMIMJIEKC AMArHOCTUYECKUX METOAO0B
o6cnegoBaHUs Npu OMNyxoneBOM MpoLecce, TaK Kak
NMO3BONSET HE TO/IbKO BM3yanu3npoBaTb OMyXOsb, HO
1 BbIMOSIHUTb BGMOMCKIO, OLLEHUTb PACMPOCTPAHEHHOCTb
npouecca [15]. lMpu 3TOM B CpaBHEHUM C AMArHOCTHU-
YECKOM nanapoTOMMWEN HOBbIM METO[ CHUXKaeT PUCK
nocneonepaLmoHHbIX OCMIOXKHEHWI, YyMEHbLLAET Bblpa-
KEHHOCTb 60NeBOro CMHAPOMa WM YCKOPSIET nepuos
BOCCTaHOB/EHUSA [17]. Bce 3TO NO3BONSET KaK MOXHO
B 60/1€€ KOPOTKUE CPOKU MPUCTYMUTb K CreLmanbHOMy
fleyeHnto — 6yab TO XMMMoTEpanus, ayvyeBas Tepanus
WM MOBTOPHOE ONnepaTMBHOE BMeELLATENbCTBO B paau-
KanbHOM o6beme [17].

B 0630pe C. Esposito u coaBT. [18] uTtanbsgHCKne
aBTopbl uccnegosann 85 pgeten, 63 M3 KOTOPbIX
nepeHecnM TopakKocKonuio. B 6onblIMHCTBE chydva-
€B TOPaKOCKOMUA MpuMMeHsNnacb AN OUEHKU MeTa-

CTaTMYECKOro NopaxKeHus nerkux u nnespbl. OgHaKo

22 nauuMeHTam BbINO/MHEHA pPe3eKuus Nerkoro

C LUEeNnbld AMArHOCTMKM o4aroB BOCMNANMUTENbHOIO

XapaKTepa, NOCKOMbKY AETU C OHKONATONIOrMen UMetoT

NOBbILLIEHHbIN PUCK pa3BUTUS BaKTepHuaabHON N rpmub-

KOBOW MHMEKLUK, YTO TPeOBYyeT 3TUOTPOMHOM Tepanmu

ANA Ka)Kaoro Bnaa MHGeKuuu. ABTOpbl NOKa3bIBaloT,

4YyTO 3TOT MeToh o6najaeT BbICOKOW AMarHocTuye-

CKOW 3HAYMMOCTbIO M HE3HAYNUTENbHLIM KOJIMYECTBOM

OoCnoXHeHun [18]. K Tem e BbiBOAAM M pe3ynbTatam

NPULLAN HEMELIKME KOMEru, paccMaTpmMBas TopaKo-

CKOMWYECKYID PE3EKLMI0 NEerkKnx Kak auarHocTtuye-

CKYO onepaumio ¢ Lenbio BepudrKaLmnmn o4aros npu

pasnnyHbIX onyxonsx y aeten [19, 20].

Tak, 3HAOXMpyprus ctana ctaHAapTHbIM METOAOM
[NarHOCTUKM U Ie4EHNS B IETCKON OHKoorum [21, 22].
Bce valle B 0630pax nutepaTtypbl y 3apyOeXxHbIX aBTO-
POB AeNlaeTcs aKLEHT Ha CTPOromM CO6/0AEHNUN OHKO-
NOTMYECKMX MPUHLMMOB MPU UCMONb30BAHUM SHLOXU-
pypruu [22, 23]. TaKXe OTMedvaloTcs npeumyliecTea
JaHHOro MeToJa — HM3Kasa TpaBMaTUYHOCTb, MUHMU-
MajibHas KpPOBOMOTEPS, Masoe YUCIO OCNOXHEHMM
B MmocneonepaumMoHHOM nepuoge. TeM cambiM CPOKHM
peabunuTaumm CTaHOBATCA 3HAYUTENIbHO KOpoYe, YeM
nocsie OTKPbITbIX OMepaTMBHbIX BMellaTenbcTB. Kak
NPENMYLLECTBO XMPYPrn OTMEYaloT KOCMETUYECKMM
3 dEKT, 4TO BaXKHO Ans aeten [24].

OaHaKo KpOMe MONOXMUTENbHbIX CTOPOH MeToAa,
BbIAENAIOT U HEAOCTATKU — OTCYTCTBME BO3MOXHOCTH
nanbnauunu, BbICOKYIO CTOMMOCTb COBPEMEHHOIO 3HAO-
XUPYPruyecKkoro o60pyaoBaHNsa U ero 06CnyKmMBaHus,
60NbLIYID OAUTENBHOCTb 3HAOXMPYPrUYECKMX ornepa-
UM MO CpaBHEHWMIO C TPaAMLMOHHBbIMW OTKPbITLIMK
BMellaTenbcTBamu [25].

[Ona pneten ocobylo ponb UrpaeT BBeAEHME rasa
B GPIOLLHYIO U NIEBPAbHYIO MOMOCTH, YTO MOXKET NpU-
BECTU K pAay HexenatesnbHbiX 3QOEKTOB — Hapylle-
HWIO KPOBOTOKa B BEHO3HOM 6accelHe manoro tasa
M GPIOWHON MNONOCTH, CAABMEHMIO IEMKMX U ONACHOCTH
nHeBMoMeanacTuHyma. M3bbiToyHas abeopbumsa CO,
COMpOBOXKAaeTCcas runepKanHuen W Kapauomenpec-
cuen [26].

K AMarHocTMKe OnyxoneBOro NoparKeHus opraHos
rPYAHOW M OGPIOLWHON MOSIOCTM Yy AETEN UMEETCHa psaa
nokasaHun [27]:

1) 6uorncua pasnuyHbix HOBOOGPA30BaHUM TPyaHOM
M GPIOLLIHON NONOCTH:

° MeauacTMHanbHble, 3abplOWWHHbIE, ME3eHTEepPH-
anbHble NTMMbOY3NbI;

®  OMyXO/MN CPENOCTEHUS;

®  OMyxOnu NaeBpbl U NETKOro;

® OMyXxo/au opraHoB GPIOLLIHON NONOCTH;

® 3a6pHOLIMHHbIE OMNYXOSK;

® OMyxo/au Manoro Tasa;

2) onpegeneHve pe3eKTabenbHOCTU OMNyXO/u: YETKoe
COOTHOLUIEHNE C aHAaTOMMYECKMMW CTPYKTYypamu
(cocefHMMK OpraHamMu, cocyaamu; BbiiBNEHUE AUC-
CeMMUHaLumM npouecca);

3) npoBeaeHne anddepeHuManbHON AMarHOCTUKK
MHPEKLMNOHHbIX 3aboneBaHui (6akTepuanbHOWN,




OB30P JIUTEPATYPbI

rPMOKOBOM MNPUPOabI), HEOMYXOSIEBOM NaTONOrMM

C MporpeccupoBaHNMEM OCHOBHOro 3aboneBaHus

y nauuneHTa.

MpoTMBOMNOKa3aHMa ANna NpPoBeAeHWUs 3HAOCKOMM-
YECKMX onepauunmn y eTen Takme Xe, Kak 1y B3pOoC/bix
[271:
® KpaWlHe TSXKefoe COCTOAHUE nauueHTa (Hectabuib-

HOCTb OCHOBHbIX }XM3HEHHbIX MOKa3aTtenen — apTe-

puanbHOe AaBfieHue, NynbCe, caTypauus);

° HeKoppUrMpyemas KoarynonaTtus;

® HenepeHOCMMOCTb OAHONIErOYHON BEHTUAALMK (NS
TOpPaKOCKOMUMK);

e ob6nuTEpaUMa naeBpanbHOM MOJIOCTU WM Bblpa-
YKEHHbIM CNaeyHbI NpoLEecc B GPIOLWHOM NONOCTH.
HecmoTpsi Ha Manylo TpaBMaTUYHOCTb TaKMX orne-

paunin 1 BbLICTPYIO peabuavtaumio NnauMeHToB B cpaB-

HEHWM C OTKPbITbIMKU BMelLaTeNbCTBAMM, COXPaHsEeTCs

PUCK Pa3BUTWUA OCNOXHEHMI B MocaeonepaLnuoHHOM

nepuoae. Hactota 0CnoxHeHnn goxoauTt Ao 5% [28, 29].
BblaensaioT 0CNOXHEHUS, KOTOPble XapaKTepPHb! A4

No6bIX onepaTUBHbIX BMELWaTeNbCTB:

® KpOBOTEYEHMS (MHTpa-, NOC/eonepaLmoOHHbIE);
YyacToTa paHEeHMs KPYMHbIX KPOBEHOCHbIX COCYA0B
coctaBnser 0,05%; KpoBOTEYEHUS M3 OPIOLWHOM
CTEHKM Yalle CBA3aHbl C PAHEHUEM HUXHMX 3NUra-
cTpanbHbix cocygoB — 0,05-2,5% [21];

® ocneonepaLnoHHbIE FPbIXKM U 3BEHTPALUKU BCTPe-
yatoTcss MeHee 1% 1 B OCHOBHOM Yy A€TeN A0 ABYyX-
neTtHero Bo3pacta [30, 31].

OCNOXHEHUSs, XapaKTepHble AN 3HAOXMPpYypruye-
CKMX BMeLLaTeNbCTB:
® paHeHus cocyaoB WKW OpraHoB urnon Bepewa mnm

TpoaKapom (MoBpeXAeHWe BHYTPEHHUX OpraHoB

M KpynHbix cocynoB Ao 0,3-0,4% B CBSA3K CO «cne-
Nnon» TEXHUKOW BBEAEHMWS UTbl U YCTAHOBKM NEPBO-
ro nopta) [32];

° MMMNaHTaUMOHHbIE MeTacTasbl B MecTax CTOSHUS
noptos [33, 34].

3AKJ/IIOYEHUE

[AnarHoctnyeckas LLEHHOCTb HEMHBA3MBHbIX METO-
[OB MCcCneaoBaHUs OrMyxoneBow NaToNornu y aeten
BbICOKa, OAHAKO, HECMOTPS Ha 3TO, AMArHO3 MOMET
ObITb NOCTABNEH TONILKO Ha OCHOBaHWK Mopdonoruye-
CKOro nccnegoBaHus onyxoneBow TKaHu. PewnTb npo-
6/1eMy MONYYEHUS AOCTATOYHOro o6bEMA OMyX0JIEBOM
TKaHW MNOMOratT MaSiOMHBA3UBHbIE XUPYypPruyecKue
BMeLlaTeNbCTBa — 3HAOXMPYPrnUYecKue onepaumu.

Jlanapo- 1 TopaKOCKOMKMS BbINMOMHAIOT BaXKHYIO POJib
B AMarHOCTUKE, CTaaAMpPOBaHMM OMyX0neBOro npoLuecca
M OLIEHKe OTBETa OMyXoju Ha crneuunanbHoe ieYeHne
npu MMHMMaAsbHO arpeccuBHOM ANs NaLMeHTa NoaXxo-
[e. TakKe BaXHO OTMETUTb, YTO A0- M MOCTIHAOXMPYP-
FMYECKME OC/IOKHEHUS OTMEYAlOTCH pPexe, Yem rnocne
TPAAMULMOHHbBIX OTKPbITbIX ONepaLni.

Taknm 06pa3oM, aKTyalbHOCTb BHEAPEHUS MWUHMU-
ManbHO MHBA3WMBHbIX XMPYPrUYECKUX BMeELlLaTeNbCTB
B AMarHOCTMKE OnyxoneBbix 3aboneBaHun y aeTen
Ype3Bbl4alHO BbICOKA.

UCTOYHUK ®PUHAHCUPOBAHUA
He ykaszaH.

KOH®J/IUKT UHTEPECOB
ABTOpblI CTaTbW MNOATBEPAMIN OTCYTCTBUE KOHG-
JINKTa MHTEPECOB, O KOTOPOM HEOBXOAMMO COOOLLMUTD.
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MoneKkynsapHble NnoagxXoAbl B AMArHOCTUKE
NMUrMEeHTHbIX HOBOOOGPa30BaHUU KOXHU Y ieTeHu:
onucaHue 4YeTbipex cnyvyaes

B xoae TpaanLMOHHOro Mop@0o/10rM4ecKoro aHanam3aa npu aAnpoepeHLmnanbHor AnarHoCTUKE MEXAY MMIrMeH-
THbIM HEBYCOM M MEJIaHOMOM KOXU HEPEKO BO3HUKAIOT 3aTpyAHEHUS. Mcrosib30BaHNe MOJIEKY/ISPHbLIX Map-
KepoB B []0MNOJHEHUE K KAACCUYECKOMY MMCTOJIOrMYECKOMY MCCAEA0BaHMI0 MOXET crnocobcTBOBaTbh MUHU-
Mu3auumn 3TUX 3aTpyaHEHUN nNpu NnocTaHoBKe MpaBu/ibHOro AnarHo3a. B HacTosuen pabore Ha obpa3uax
MUrMEeHTHbIX HOBOOBPa30BaHWIN KoK oT 4 feTer B Bo3pacTe oT 3 Mec 40 12 net 6bina npoBejeHa npoBepKa
MHPOPMAaTUBHOCTH MMMYHOrMCToXuMU4ecKoro (MIMX) aHannsa psga 6e/KoB B Ka4eCTBE MapKepoB rnpu rnep-
BUYHOM AMArHOCTUKE MENaHOMbI KOXKN y NeAnaTpU4ecKkux 60/bHbIX. BbiSBAEHbI pa3anyns Mexay MeiaHoMomn
M NMUrMEeHTHbIMU HeBycamu. 1o pe3ynbtatam rnpoBeAeHHOro uccaepoBarusi, UIX-tect Ha n3y4eHHble 6e/1Ku
MOXKET paccMmaTpuBaTbCsl KakK afleKBaTHbIN 1oaxoa A/ NnepBUYHON ANArHOCTUKU MEAHOMbI KOXU Y 3TOM
KaTteropuu 60J1bHbIX.

KnryeBble c/10Ba: HeBYyC, MeJlaHOMAa KOXXH, ANarHOCTUKa, UMMYHOTUCTOXUMMUS, BETH.
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Molecular Approaches
for the Diagnostics of Pediatric Pigment Skin
Malformations: Four Cases

Some difficulties are rather common in the course of traditional morphologic study when differ-
ential identification between pigment nevus and skin melanoma is conducted. To minimize these
difficulties traditional histological examination can be supplemented with application of molecular
markers. In the present study, the samples of pigmented skin lesions were used to assess the
informative value of immunohistochemical (IHC) analysis of a number of proteins as markers in
the primary diagnosis of skin melanoma in pediatric patients. Specimens of pigment skin malfor-
mations from four children aged from 3 months up to 12 years were studied. Dissimilarities were
determined between melanoma and skin nevi. According to the obtained results of the conducted
research, IHC-test for identified proteins can be considered as a suitable approach for primary
diagnostics of skin melanoma in this category of patients.

Key words: nevus, skin melanoma, diagnostics, immunohistochemistry, children.
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BBEAEHME

[MMrMeHTHble HOBOOOGpPA30BaHUA KOXMW pa3BMBa-
lOTCH M3 MENaHOUMTOB — KJ/ETOK, MPOoAYyLUPYIOLLMX
NMUrMEHT MenaHuH. K aTon rpynne HoBoo6pa30BaHMUI
OTHOCATCS KaK pa3Hoo6pasHble 106pOKaYeCTBEHHbIE
MUrMEHTHbIE HEBYCbI, TaK U ME€laHOMa KOXW — BbICO-
KO3/10Ka4yeCTBEHHAs OMyxoib C HenpeacKasyeMbiM
TEeYeHMeM, CcrnocobHaa MeTacTta3mpoBaTb IUMEPO-
FeHHbIM U reMaTOreHHbIM MyTeM BO MHOIMEe OpraHbl
[1]. UHTepec Bpayen M BMONOroB K AaHHOW rpynne
HOBOOGpa3oBaHM OBYCNOBNEH B MEPBYKD Oo4epedb
MMEHHO HEOBXOAMMOCTbIO 601€ee paHHEN NEPBUYHON
AMArHOCTUKM MeNaHOMbl KOXM, MOCKO/bKY 3TO pella-
loWwMM 06pa3om BANSET Ha 3GDEKTUBHOCTb JIEHEHUS
60nbHOro. [MUrMeHTHble HEBYCbl paccMaTpuBaloTCs
KaK 6M0M0rM4eckmn ctabunbHble HapyLWeHNs, KOTopble
ABNAOTCS  daKynbTaTUBHbIMKM  NpeAlecTBEHHWKA-
MW MenaHoMbl KOXMK [2]. CywecTByeT TOYKa 3peEHUS,
corfacHo Kotopow okono 1/3 Bcex clyyaeB Mmena-
HOMbI KOXW Yy [OeTel pa3BMBalOTCH M3 TMFaHTCKOro
HeByca, a elle okono 20% — 13 HEBYCOB MEHbLIEro
pa3mepa [3].

MenaHoma KOXu y aeten n nogpocTtkoB B Poccumn
ABNgeTcs peakum 3aboneBaHuvemM. Tak, B 1990-
2009 rr. 3a6oneBaeMoCTb MENAHOMOW KOXK cpeau
nauneHToB monoxe 20 net coctaBuna 1,99 Ha 1 MSH
HaceneHus, a cpeau aeten B Bo3pacTe Ao 14 netr —
0,64 Ha 1 MJIH; CMEPTHOCTb OT MEJIaHOMbl KOXMU Ha
1 MJIH HaceneHus cocTaBuia B 3TUX BO3PACTHbIX Fpyn-
nax 0,25 n 0,09 cootBeTcTBEHHO [4]. [1pK 3TOM, OaHA-
KO, YCTAHOBNIEH BeCbMa Heb6naronpusaTHbIM QaKT —
BbICOKMA MHAEKC CMEPTHOCTU/3aboNeBaeMocT1 Ans
JeTckoro HacenexHus Poccun — 12%, 4TO B HECKOb-
KO pa3 npeBblllaeT aHaNorn4yHblM noKasartenb Ans
CLWA, KaHnagbl, ABcTpanun n HoBon 3enaHaun [4].
OAHOWM M3 rNaBHbIX MPUYNUH BICOKOW CMEPTHOCTH aeT-
CKOro HaceneHns Poccum oT MenaHoMbl KOXKW aBTOPbI
CYMTaloT No3aHee BbIIBIEHWE 3TOM OMYyXONW W, Kak
CcNneacTBMe, 3anylleHHOCTb OMyxoseBoro npouecca.
OTeyecTBEHHbIE CMELUannCcTbl KOHCTaTUpoOBasu, 4YTo
B LLEIOM HeAoy4YeT OHKONOorMyeckom 3abosieBaemMo-
CTW OeTen U NoapocTKoB B Poccuu cocTaBnsdeT He
MeHee 20%, a ypOBEHb MX CMEPTHOCTU OT 3JI0Kaye-
CTBEHHbIX onyxonen 6onee 4em Ha 50% npeBblliaeT
CMEPTHOCTb B pa3BUTbIX cTpaHax [5]. YTo KacaeTcs
MeslaHOMbl KOXMW, TO UMEHHO PEeAKOCTb 3TOM OMyXo-
NNy getenm n NoAPOCTKOB MOMXET CAYXMUTb MPUYNMHON
CHWXXEHWNS 6QUTENBbHOCTU 4epPMaTo/I0roB M OHKOI0roB
npu ee BbISIBNIEHUM.

Mopdonornyeckoe nuccnegoBaHne 9BnseTcsa 06s-
3aTeNbHbIM NPU YCTAHOBNIEHUN AMArHO3a MenaHoMbl
KoXu [6]. OoHako anddepeHumanbHas AnarHocTmKa
MeXay AO6POKAYeCTBEHHbIMU U 310KAY€CTBEHHbLIMM
MUrMEHTHBIMWU HOBOOGPA30BaHUAMM KOXMU MpPU3Ha-
eTcs cneunanuctaMn OgHUM M3 Hanmbonee CNOMXHbIX
MOMEHTOB B U3YYEHUW METAHOMbI KOXW y aeTen [7].

MpeononeHno 3Tux TPYAHOCTEW MPU AMArHOCTUKE
MeSlaHOUMUTapHbIX HOBOOOPA30BaHUM KOXMK Yy AeTen
M MOAPOCTKOB MOXET CNOCOBCTBOBATL UCMOSIb30BaHME
MOJSIEKYNAPHbIX MapKepoB. PaHee npu aHanvM3e AaH-

HbIX UTEpPaTypbl Mbl BbIICHWIN, YTO MENAHOMa KOXM
y 3TOM KaTeropuu naumMeHToB npeacTtaBnaser coboun
BE&CbMa reTeporeHHyto rpynny onyxosneu [8]. MNpu cpas-
HEHMWN C METAHOMOW KOXW Yy B3POCSbIX OHU OBOHAPYKMU-
BaloT KaK HEKOTOPOE CXOACTBO, TaK M CYLLECTBEHHbIE
OT/IMYMSA MO XapaKTepy MeTacTa3MpoBaHUSA U BbIKK-
BaemMocCTh 60bHbIX [9, 10]. 3Tn pasnunuus, BEPOSTHO,
CBWIETENbCTBYIOT O HEOAMHAKOBOM MONEKYISAPHOM
deHOTUNE MENAHOMbI KOXMW Y 60/IbHbIX U3 Pa3HbIX BO3-
pacTHbIX FPynn, MO3TOMY NpKW pa3paboTKe KoMIieKca
MapKepoB A5 AMArHOCTUKU MEeNaHOMbl KOXHW Yy Neau-
aTpUYECKUX 6OJbHbIX MNpeacTaBnseTcs AONYCTUMbIM
MCNoNb30BaTb B KA4eCTBE MCXOAHbIX, HO TPEeOBYIOLIMX
0653aTe/lbHON NPOBEPKM OMNyOG/IMKOBaHHbIE [aHHbIE,
Kacatolmecs MapKepoB MeNaHOMbl KOXW B3POC/bIX
60/bHbIX, AeTallbHEE W3YYEHHOW, 4Yem neauaTpuye-
CKasl, B cuny ee 60/bllen pacnpocTpaHeHHocTn [11].
Cpeav Npoyero mMbl NPeANOXUAN BKIOYUTbL B COCTaB
TaKOro KOMMJeKca WMMMYHOrMctoxmmumyeckyo (UIMX)
JETEKUMIO B MeflaHOUMTapHbIX HOBOOGPaA30BaHMUSX
Koxu 6enko p16/N¥48 LknuHa D1 (6enok CCND1),
a TaKXe aHTUreHbl ructocoBMecTumMocTn (Human
leukocyte antigens, HLA) | knacca [12].

Llenb HacToawen paboTbl — NpoBEpPKa UHPOPMa-
TMBHOCTU UM X-aHann3a 3Tux 6eNKOB B KayecTBe Map-
KEepoB Mpu NEPBUYHON ANArHOCTUKE MENaHOMbl KOXHM
y neguaTpmuyecKmx 60/bHbIX.

[Ons OOCTUXKEHMA 3TOW Lenu Oblo NpoBeAeHo
COMOCTaBNEHME AaHHbIX, MOMYYEHHbIX NPU TPaAMLK-
OHHOM MWKPOCKOMUYECKOM aHanu3e rucTonoruye-
CKMX npenapaTtoB, OKPalLlEHHbIX FeMaTOKCUIMHOM-
303WHOM, C pesynbTatamn UIMX-aHanmsa, a TaKkKe
C pesynbraTamMu, NOJy4YeHHbIMU MeToAoM dayopec-
LLeHTHON rnbpuansaumnmn in situ (Fluorescent in situ
hybridization, FISH).

OMUCAHUE CEPUM C/TYHAEB

Pabota npoBegeHa Ha OMNepauMOHHbIX MaTepu-
anax OT 3 6O0/bHbIX C TMFAHTCKUMW MUTMEHTHbIMM
HeBycamu (Bo3pacT 4; 9 u 12 neT), HaxoaAUBLUMXCS
Ha Nle4YeHnn B 1-M MUKPOXUPYPTrUYECKOM OTAENIEHWUM
PoccuincKon geTckon KnmHudeckom 6onbHuubl (PAKB,
MocKBa), a Takxe Ha obpa3ue NMUrMeHTHOro HOBO-
o6pas3oBaHMsa TPexMecsayHoro pebeHka, Habnwoaas-
weroca B HAM petckon OHKONOrMKM M rematonormu
HMMWLU, oHkonornn nm. H.H. bnoxnHa (MocKkBa, ganee
HMMWLU, oHkonormum um. H.H. brnoxuHa). [laHHble 0 nauu-
€eHTax, y4acTBOBaBIUMX B UCC/IeA0BaHWKN, NpeacTaB-
JIEHbI B Ta6N.

JNa6opaTtopHble wuccnepoBaHuss. B nab6opa-
TOPHbIX TecTax WCMNoAb30BanAn KPUOKOHCEPBUPO-
BaHHble TKaHW HEBYCOB W (GUKCUPOBAHHbIN dOp-
ManaMHOM o06pasel, MefaHOMbl (mapaduHOBbLIN
6nokK). [uctonornyeckne npenapatel ana  MUMX
n FISH-aHann3oB rotoBuIM Ha NpeaMEeTHbIX CTEeKax
HistoBond (SMT Geraetehandel GmbH, epmanus).
MapannenbHo ana BepudbMKaLMKU TMCTONOrMYECKOro
AMarHosa rotToBuaun npenapar Ha 06blYHOM NpeaMeT-
HOM CTEKJie, KOTOPbIM 3aTeM OKpallMBasvM remMmaTok-
CUIMHOM-303MHOM.
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Ta6auua. JaHHble 0 NauMeHTax, yHacTBOBaBLUMX B UCCIeA0BaHMM

MHOeCTBEHHbIE

FmcTonornyecKkumn
N2 - AWarHos anga
n/n Bo3spact| Mon KnuHunyeckuin guarHos uccneayemMoro MpumeyaHus
o6pa3ua
boneH c poxkaeHusa. Pocta onyxonewn HeT.
TUraHTCKMi Ha6niopaetcs B PAKB ¢ 2004 r. YaaneHsbl

BPOM/AEHHbI HEBYC

paHee: B 2004 — menaHOhOPMHbIN HEBYC

OOLIMPHbIE MUTMEHTHbIE nvua, B 2007 — BHyTpPUAEPMasbHbIN HEBYC,
1 9 net M HeBYyCbl J1nLia, TYNOBULLA, ¢ naigggﬁr:;ga%m B 2008 — BpO)K,El,eHHbIVI“I'IVII'MeHTHbIVVI HeByc,
KOHEYHOCTEW pocTa B 2009 — BPOX/IE€HHbIN FTMraHTCKUI HeBycC,
B 2010 — BPOXAEHHbIV TMraHTCKUM HEBYC C
HenpodubpomaTo3oMm
MUrMeHTHbIEe HEBYCbI C poXKAeHUS. B
BPOMAEHHbIA TMFaHTCKNIA BpO)KﬂeHHbJVI POKBE Habntogaetcs ¢ 2010 r. Nposoaunnu
2 12 net K MMTMEHTHBIA HEBYC UraHTCKI#A 4aCTUYHOE UCCEeYEHME MUTMEHTHbIX HEBYCOB
TynosuuLa, 6eaep NMUrMEHTHbIN HEBYC C F’MCTONIOTMYECKUM UCCefoBaHNeEM. B
’ KOXM nioHe 2011 r. npoBeaeHa GpoToBanopusaLms
N KPUMOAECTPYKLMS MENIKMX HEBYCOB
[TurmeHTHOE 06pa3oBaHue ¢ poxaeHus. [1o
1,5 neT — 3aMeTHbIM POCT 06pa3o0BaHUs B
TO/WMHY Ha MpoMeXHoCcTH. HabnogaeTcs
B PAKB ¢ 2008 1. B 2008 — Tepmorpadus
B POHL: yrneBoAHbIM TECT NOIOXKUTENbHbIN
B 0611aCTU NONOBLIX Y6 (t=2) U aroguu,.
[MraHTCKUW NUTMEHTHbIN M . B 2009 — noBTOpHasa KOHCynbTauus:
3 4 roga K HEBYC TY/IOBMLLA, HAMKHUX MraHTCKNM YrNEeBOAHbIN TECT B 06NACTH MOOBbLIX ry6
| NMUrMEHTHbIN HEBYC ~
KOHEeYHoCTeun nonoxutenbHbin (t=2,9), B 06nactu aroamy,

cnabononoxutenbHoii (t=0,9). B 2009 —
YacTUYHOE UCCeYEHME HEBYCA MOJIOBbIX
ry6 ¢ 2 CTOpOH, nnactuka. B 2010 —
4YaCTUYHOE UCCeYEeHME MUTMEHTHOIO HEBYCA
B NO/B3/0LHO-Nax0oBbix 061acTsAX cnpaBa
ucnesa

O6pasoBaHune 6arpoBoro
LuBeTa B ob6nactm
Nly4e3ansicTHoOro

cycTaBa. AnuTtenMonaHas

NUrMeHTHas menaHoma
KOXM Ha dpoHe
4 3 mec K BPOXAEHHOIO MUIMEHTHOro
HeByca. TonwmHa ysna no
bpecnoy Ha npenapaTax —
He meHee 0,5 c™m (no
naHHbiIM MPT — 2,6 cm).
YpoBEeHb MHBA3UK MO
KnapKy — He meHee 4

3noKayecTBeHHas

C poxaeHus: obpasoBaHue 6arpoBoro
LBeTa B 06/1aCTH ly4e3ansicCTHOro
cycTaBa C TeHAeHUMen K pocTy. Nocne
KOMMJIeKCHOro o6¢cnegoBaHnsa —
Heo6xoanMocCTb AnddepeHLMpoBaTh MeXay
nepMmaTtodnubpocapKoMomn U cocyancTom
Manbdopmarmen. Lintonornyeckoe
nccnegoBaHme: Onyxosb U3 MUIMEHTHOWM
TKaHW, BEPOATHEE BCErO, — HEBYC C
Bblpa*KeHHOW nponndepaumen u aTunmen
KNEeTOK

MenaHoMa

Ans petekuun 6Genka pl6'NK42 ycnonbsoanu
MOHOKNOHanbHble aHTuTena CINtec pl6 Histology,
ona  getekuuMm uuknMHa D1 — MOHOKJOHasbHble
aHTutena VENTANA Anti-Cyclin D1, SP4-R (o6a pea-
reHta — Roche Diagnostics GmbH, lepmanus). Ans
o6HapyxeHna HLA-aHTMreHoB | Knacca MCnonb30-
BalM MOHOK/OHanbHble aHTMuTena UKO 53, nony-
yeHHble B HMWL, oHkonornn mm. H.H. BnoxunHa [13].
UIrX-nccnepoBaHrMe NpoBOANIM HA UMMYHOCTEMHEpPE
Bench Mark Ultra (Ventana, CLLA), B KauecTBe cucTe-
Mbl BM3yanu3auumu wucnonb3oBanu cuctemy Ultra
View (Ventana, CLLUA). Bo Bcex cnyvasx npoueaypa
OKpallMBaHUS He OTIM4Yanacb OT PEKOMEHAOBAHHOM
Npou3BOAMTENAMM aHTUTEN. Y4YeT pel3ynbratoB UIMX-
OKpalWuBaHWa NPOBOAMIN MNOA4 MWKPOCKOMNOM Leica
DMRB (Ffepmanus) ¢ 06beKTMBOM X20. [1py NOCTaHOB-
Ke FISH-Tecta ucnonb3oBanvM KOMMEPYECKUN 30H[
LSI RREB1/LSI CCND1/CEP6 (Vysis, Downers Grove,
CLIA), copepxawmnn 4 uBETHble GYOPECLUEHTHbIE
MeTKKu: SpectrumGreen (nomeyeH ydactok CCND1,

Koaupyowmnm umkami D1), SpectrumOrange (nomeyeH
yyactoK RREB1), SpectrumGold (momedeH y4acTok
MYB) un SpectrumAqua (NMOMeYeH LEHTPOMEPHbIN
y4yacTOK Xpomocombl 6). NMoapobHoe onncaHmne 3Toro
[MarHoCTUYECKOro peareHTa W npoueaypa ero npu-
MEHEHUA NpeacTaB/ieHbl Hamu paHee [14].

MuKpodoTorpapmmn OOHOrO M3 MIYYEHHbIX MUI-
MEHTHbIX HEeBYcOB (6osbHOM N2 1 B Tabs.), a Takxe
obpasua mMenaHoMbl KoK (6onbHas N2 4 B Tabn.),
nosly4YeHHble B Xo4e TPaAMLMOHHOIro natoMopdooru-
YeCcKoro aHanunsa, npeactaBfieHbl Ha puc. 1.

Lnknuu D1 B o6pasue MenaHoMbl KOXW 3Kcnpec-
cupoBancs B nogaBnstolleM OGOMbLIMHCTBE KIETOY-
HbIX aep (puc. 2, A). Benok p16'NK4@ npycyTetBoBan
B UuTOMIa3Me nogasnstollero 60MbWKWHCTBA KAETOK
3TOro HOBOOGPa30BaHUs, OAHAKO aAepHas oKanmsa-
LuMs JaHHOro 6efKa 34ecb OKasanacb BeCbMa peaKon
(puc. 3, A). HLA-aHTureHbl | Knacca obHapy*KMBanmcb
B OOJIbLIMHCTBE S/1Ep, a TaKXKe B LUUTonnasme (BO MHO-
rMX cnyyasx), HO He Ha MembpaHax KNeTokK (puc. 4, A).
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Puc. 1. [MurmeHTHble HOBOOGPa30BaHuWs, OKpacka
reMaTOKCUIMHOM-3031HOM, X200

lpnmeyaHue. A — menaHoma, b — ruraHTCKUM BPOXKAEHHbIN
HeBycC.

Puc. 2. NMurmeHTHbIE HOBOOGPA30BaHNUS, UMMYHOTMCTOXMMUYECKAs
peaKkuus ¢ aHTuTenamm K unknudy D1, x200

lpnmeyaHue. A — menaHoma, b — ruraHTCKuiM BPOXKAEHHbIN
HeBycC.

(0 e

Puc. 3. MMrMmeHTHble HOBOOGPa30BaHUs, UMMYHOTMCTOXMMUYECKAs
peaKLmsa ¢ aHTuTenamm K 6enky p16'/Nk4a x200

lpnmeyaHue. A — menaHoma, b — ruraHTCKuiM BPOXKAEHHbIN
HeByC.

Puc. 4. MurmMmeHTHbIE HOBOOGPA30BaHMS, UMMYHOTMCTOXMMUYECKAs
peaKuus ¢ aHTutenamu Kk HLA-aHTureHam | knacca, x200

lpnmeyaHue. A — menaHoma, b — ruraHTCKuM BPOXKAEHHbIN
HeBYC.

Bo Bcex o6pa3uax HeBycoB (6onbHble N2N2 1, 2,
3 B Tab/.) XxapaKTep 3KCMNPEecCUMU TPeX U3yYaeMblX
6eNKOB OKa3zascsd CXOAHbIM: Ha puc. 2—-4 (b) npea-
CTaB/ieHbl TUNWYHbIE KapTUHbI (NpenapaTbl U3 HEBYCa
6onbHOro N2 1). doepHas akcnpeccus uuknaumHa D1

Puc. 5. NMurmeHTHblEe HOBOOGpPasoBaHus, FISH ¢ 3oHaom LSI
RREB1/LSI CCND1/CEP6, x200

lpnmeyaHue. A — menaHoma, b — ruraHTCKMM BPOXKAEHHbIN
HeBYC.

uMena MecTo B eAMHUYHbIX gapax (cMm. puc. 2, b).
benok p16”\“'(4a npakTUYecKM OTCYyTCTBOBAN BO
BCEX K/eTKax HoBoo6pa3oBaHusa (cM. puc. 3, b). HLA-
aHTUreHbl | Knacca B 4acTW KNETOK 3TUX MUTMEHTHbIX
HEBYCOB MPUCYTCTBOBA/IM Ha KIETOYHbIX MEMOBpaHax
(c™m. puc. 4, b).

B pesynbrate nposeaeHHoro FISH-nccnenosaxus,
pesynbTaTbl KOTOPOro OLEHUBAMM MO KPUTEPMSM,
npuBeAEHHbIM paHee [14], BbiiB/IEHbI FEHETUYECKNE
HapylleH1s B o6pa3Le MenaHOMbl KOXM, OTCYTCTBO-
BaBLUME WM BCTPeYaBLUMECH KpaWHe peaKo B Mur-
MEHTHbIX HeBYycax (puc. 5). B npenapartax menaHoMbl
KOXM Obl/la 06HapykeHa amnaMdmKauunsa reHa RREB1
B 87% KNETOK OMNyxo/sn, Npu 3TOM B o6pasLax HeBY-
COB [aHHOEe HapylleHWe Mbl OTMeYanu B CPeAHEM
B 7% Knetok. AMnavdouKauua reHa MYB oTmeuda-
nacb B 45% KNneToKk MenaHoMbl M OGblna Oo6HapyxKe-
Ha B €OMHUYHBbIX KNeTKax ogHoro ob6pasua HeByca
(B8 2 obpa3uax HeBycoB amnnandukauma reHa MYB
oTcyTCcTBOBana). B obpa3ue menaHoMbl Mbl O6Ha-
pyunu amnamomnKkauuio reHa CCND1 B 70% onyxo-
JIEBLIX KJIETOK M NoTepto atoro mapkepa — B 20%.
KonnyecTtBeHHble HapyweHnsa no reHy CCND1 Habnto-
Janucb TONIbKO B €AMHUYHbIX KNEeTKax Bcex 06pa3LoB
MUrMEHTHbIX HEBYCOB.

OBCYXAEHME

ApryMeHTbl B MOfib3y BEPOATHOM Lenecoobpas-
HOCTM BKJlO4eHUst UMX-TecToB Ha 6Genok pl16/NK4a
unMkanH D1 n HLA-aHTUreHbl | Knacca B KOMMIEKC
METOAOB [ANS MNEePBUYHOW AMArHOCTUKM MeENaHOMbI
KOXM y IeTeN M NOAPOCTKOB Mbl NpeAcTaBUAN paHee
[12]. Pesynbrathl HacTosllEero paboTbl OKa3alucb
B 3HAYUTENbHON CTEMEHM OXKUAAEMbIMU.

Tak, 6enok p16'NK4@ _ cynpeccop onyxonesoro
pocta — 4BASETCHd MHIMOUTOPOM UMKAMH-D-3aBU-
CUMbIX KWHa3; OH npuHaanexut cemenctBy INK-
6enKkoB, GYHKLUMSA KOTOPbIX 3aK/4vyaeTcsa B 3adep-
Ke Knetkn B Gl-cTagMu KNETOYHOro LUWKna, 3Ty
QYHKUMIO AaHHble BENKU peanunus3yoT B 94pe KNEeTKu
[15-17]. CornacHO NONy4YEHHbIM HaMK pel3ynbTaTam,
p16'NK4a Guin npepgctaBneH B uuTonnasme noaas-
naouero 60MblIMHCTBA KNETOK MEeNaHOMbl KOXMW,
0AHAaKO B fpax MenaHoMbl 6€10K, Kak NpaBuio, He
ob6Hapy»unBancsa. YtTo KacaeTcs HEBYCOB, TO B 3TUX
o6pasuax pl6INK4a npaKTMYeCKM He IKCnpeccu-
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poBafnca HW B fiApax, HU B LMTOMIA3Me KIETOK.
Mo-Bnanmomy, B nocnegHem ciydyae GYyHKLUMUIO UHTU-
OUTOPOB LMKIMH-D-3aBUCUMMbIX KMHA3 OCYLIECTB-
NA0T Apyrue 6enku-uHrnoutopbl cemenctsa INK.
PaHee faHHble, CBMAETENbLCTBYIOWME O BO3MOMKHO-
¢ ucnonb3osanus p16'NK4@ npy nepsuyHoi guar-
HOCTMKE MENaHOMbl KOXMW Yy B3POC/bIX OGOMbHbIX,
coob6uwanu V. Gray-Schopfer 1 coanrT. [18].

LnKknumH D1 ABnseTcs aKTMBaTOPOM
LUMKNMH-D-3aBUCHUMbIX KMHA3: NOC/ie BOCCOEANHEHUS
C MONEKyamMu 3TUX KMHa3 OH COoOeWCTBYET MPOABU-
KEHUI0 KNeTkn u3 ctagmn G1 B cTaguto S KNeTtoud-
Horo uukna. Kak v p16'N%4a | yknun D1 peanusyet
CBOI0 aKTMBHOCTb B SiAp€ KJIETKWU, HO B MPOTMBOMO-
noxHocTb p16'NK4a gengetca npoTtooHKoreHom [19].
HeogHoKpaTHO coobuanock 06 yBEIMYEHUU 4Ucha
KOMWM reHa, KoOUPYLWEro AaHHbIM 6€10K, B K/IeTKax
MeNnaHOMbl KOXMK B3pocbIX 60MbHbIX [20, 21]; yBenu-
YyeHune coleprKaHuns aToro 6enKa B KJIETKax MenaHo-
Mbl no3Bonuno J. Oba v coaBT. oTIM4aTh €€ OT HEBYCOB
[22]. B cBSI3K ¢ 3TUM OTMEeYeHHaa Hamun metogom FISH
amnnndurkaumsa reHa CCND1 B 60/bLIMHCTBE KNETOK
MenaHOMbl, OTCYTCTBOBaBLUAsh B HEeBYyCax, a TaKKe
BblpaXKeHHas aKcnpeccus umknmHa D1 B sagpax mena-
HOMbI K MHOFOKpaTHO 6onee cnabas B aapax NMUrMeH-
THbIX HEBYCOB TaKXe fBUINCb OXXMAAEMbIMWU PE3Y/ib-
TaTamu.

HLA-aHTUreHbl | Knacca B HOPME 3KCOpPeccU-
PYIOTCS Ha MOBEPXHOCTU MHOMMX TUMOB KIETOK,
a HapylweHus ux, 0oOYCNoBNEHHble pPa3/IMYyHbIMU
MexaHM3MaMW, WrpalT BaXKHylO Ponb B npouec-
Ce «yCKO/ib3aHWsA» OMyXoan OT UMMYHOOrMYECKO-
ro Hag3opa opraHmama [23, 24]. HecmoTpsa Ha To,
4YTO €eAMHOW TeHAEHUMW B M3MEHEHMW XapaKTepa
3KCNpeccun 3Tmx 6enKoB Ha MembpaHax KIeToK
MUIMEHTHbIX HOBOOGPa30BaHWM KOXW O HacTOs-
Lero BpeMEHM He YCTaHOBNEHO, Psj aBTOPOB C006-
Wanu O CyWeCcTBOBAHUM KOPPENAaUUN MexXay WX
NpUCYTCTBMEM Ha MembpaHax M CTeneHblo aTUnuu
KNETOK HEBYCOB, a TaKXe MeXAay UX MPUCYTCTBUEM
Ha MembpaHax W ANNTENbHOCTbO 6e3peunamBHO-
ro nepuofa C BbIKMBAEMOCTbIO 60JIbHbIX MeaHo-
MOW KOXu [25-27]. Tofly4eHHble HaMW OaHHble He
NpPOTMBOPEYAT MHEHUIO O TOM, 4TO UMMYHOTUCTOXM-
MU4ecKun TecT Ha HLA-aHTureHbl | kKnacca Moxet
OblTb MOJIE3EH B [AMArHOCTUKE MeENaHOMbl KOMXM
y AeTen: Hamn 3aperncTpupoBaHO NOJHOE OTCYTCT-
BME 3TUX aHTUIeHOB Ha MembpaHax K/NeToK Mena-
HOMbI, TOrJa KaK BO BCEX TPEX MUITMEHTHbIX HEBYCAX
OHM YaCTMYHO MNPUCYTCTBOBANM Ha MOBEPXHOCTU
KneTtok. LUMTtonnasmaTtmyeckasa nokanmsauua HLA-
aHTUreHoB | Knacca BO MHOIMMX KNeTKax BCEX YeTbl-
peX NMUrMEHTHbIX HOBOOGPA30BaHMIN MPU HEPEOKOM
OTCYTCTBMMU 3TUX MOJIEKY/T Ha KNETOYHbIX MemMbpa-
Hax, BEPOSITHO, CBMAETENbLCTBYET O MPOAOKAl-
WEeMCs CUHTEe3e 3TUX MOJIEKYSl, COMPOBOXKAAEMOM
KaKUMU-TO HapyLWEeHUIMN UX MEMOPAHHOM 3Kcnpec-
cuun. CornacHo NoayyYeHHbIM HaMKU pesynbTaTaMm, 3TH
HapyweHMUs MOryT HauMHaTbCHA B HEBYCax W YCWUIU-
BalOTCH B KJIeTKax MenaHoMbl.

B uenom pesynbrathl FISH »n TpaauuuoHHOro
rMCTOJIOTMYECKOr0 aHannM3a XOpPOoLWO KOPPEenupytoT
C [laHHbIMM MO 3KCMPEeccun MUccieaoBaHHbIX HaMWu
6enKoB, Nony4eHHbIMKM meTogom UMX.

3AKJ/IIOYEHUE

Mpn uccnepoBaHun 4 06pa3L0B MUITMEHTHbIX
HOBOOOPA30BaHMM KOXW y aeten metogom WUIX-
oKkpawwuBaHus Ha 6Genok p16'NK4@  yknun D1
n HLA-aHTureHbl | Knacca nonyydyeHbl pesynbraThl,
CTaBWIME OCHOBAHWMEM K MNPOAOIKEHUIO PaboThl
B JaHHOM HanpaBfieHWW ANA onpeneneHus Lene-
CcO006pPa3HOCTU BKIOYEHUA 3TOr0 MeToda B Auar-
HOCTMYECKUIN KOMMIEKC B ciy4yae NMOAO3PEHUNA Ha
MeNnaHomMmy.

BbIPAXXEHME MPU3HATEJIbHOCTHU

ABTOpPbI BblpaxatoT NPU3HATENbHOCTb:

KaHAa. men. Hayk A.B. bBbictpoBy, 3aB. 1-M
MUKPOXMPYPru4eckum otaenenHnem Orey «PAKB»
MuH3agpaBa Poccuu, a TakKe Bpady 3TOro oTaeNeHus
E.I0. CoGoneBon 3a nNpeaocTaB/ieHHble ONepaLynoH-
Hble MaTepuanbl U JaHHble N3 UCTOPUIM BONESHY;

r.C. BacunbeBon n WU.A. MuHeeBy, naTonoro-
aHaTtomam PIrbY «PAKB» MuH3apaBa Poccun, a Takke
KaHA. Mef. HayK f1.B. BULLHEBCKOM 1 I0KT. Me[. HayK
O.l. BAM3HIOKOBY, Hay4HbIM coOTpyaHMKam PIrbY
«HMWL oHkonormn um. H.H. BnoxmHa» MuH3gpaBa
Poccuun, 3a BbinosiHeEHWE MOPPOSIOTUYECKUX UCCNeno-
BaHWIM ONyxoNieBbix 06pa3LOB;

KaHfA. 61on. HayK 0.C. BypoBo#, cTapliemy Hay4-
HOMY COTPYAHWKY nabopaTopun 3KCNepUMeHTaslb-
HOW [OMArHOCTUKM KU OuoTepanum onyxonen HUU
3AnTO drey «<HMHUL, oHkonorum mum. H.H. BnoxuHa»
MwuH3gpaBa Poccun, 3a npegoctaBieHne MOHOKIO-
HanbHbIX aHTUTEN UKO 53;

KaHg. 6uon. Hayk W.B. bBbortesaTy, Hayu-
HOMY COTPYAHWKY JnabopaTtopun  MONeKynap-
HOW 3HAOKpuHonorun Prey «HMUL oHKkonorum
um. H.H. bnoxnHa» MnHsgpaBa Poccuu, 3a nocrta-
HOBKY UIX-TecToB;

DOKT. Mea. HayK 10.K0. AHgpeeBon, npodeccopy
Kadeapbl nartonorun4yeckon aHatomum Sreoy A0
«PMAHMO» MuH3gpaBa Poccuu, 3a KOHCyNbTaLKWK Mo
MOpPGdONOrMyecKkoMy aHanuMady npu noctaHoBke UIMX-
n FISH-TecToB, a TaK)e 3a y4acTue B OOCYXKAEHWU
pyKonwucy;

[OOKT. Mefd. HayK, npod., akag. PAH IA. ®paHKy,
3aB. Kadbeapon natonormvyeckon aHatomun Prboy
Ano «PMAHMO» MuH3agpaBa Poccun, 3a npoyteHue
PYKOMMCH, 0BCYKAEHNE NOSTYHEHHbIX JaHHbIX U BbICKa-
3aHHble KPUTUYECKNE 3aMeYaHus.

UCTOYHUK ®PUHAHCUPOBAHUA
He yKa3saH.

KOH®JIUKT UHTEPECOB

ABTOpbI cTaTbW MNOATBEPAMIN OTCYTCTBUE KOHO-
JIMKTa WHTEpPecoB, O KOTOPOM HEeOO6XoAMMO CO06-
WHTb.
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WH®OPMALIMSI OT POCCUMCKOIO OBLLECTBA AETCKUX OHKOJ/IOrOB

Paboyas noe3gka B ApXxaHrenabcK

5-6 ceHTs6ps 2017 r. cocTosinack paboyasi Noes3gKka UCrnoJIHUTE/IbHOI0 AMPEKTOPA 06LEPOCCHUICKOM 0bLe-
CTBEHHOM opraHu3sauumn «Poccurickoe o61ecTBo AETCKUX OHKo10roB» M.KO. PeikoBa B ApXaHresbCK.

onp,e coBelaHMa ¢ MUHUCTPOM 3apaBoOOXpaHe-
HMs ApxaHrenbckon o6nactn A.A. KapnyHoBbIM,
rMaBHbIM BHeLWTaTHbIM AETCKUM  CrneuuanmucToMm
OHKO/I0roM MuHucTepcTBa 34paBOOXpaHeHNs
ApxaHrenbckon o6nactm WN.A. TypaGoBbIM W AWPEK-
Topom npoekTta «faneHoc» M.A. KaybmaHom npwu-
HATO pelleHMe O BHEeOPEHUUM B  KIMHUYECKYIO
NPaKTUKY 3/IEKTPOHHOM 6a3bl AaHHbIX AETEN CO 3/10-
KayeCcTBEHHbIMW 3a60/IEBAHUSIMU B YCNIOBUSAX OHKO-
JIOTMYECKOro OTAENIEHUS XMMMUOTEepanuu onyxonew
FBY3 AO «ApxaHrenbckas obnactHas geTcKas KJUHK-
yecKas 6onbHuua um. MN.I. Boixkneuosar» (AOAKB).

ApxaHrenbckasa o6nacTb BblOpaHa OAHUM K3
MUNOTHbLIX PErMOHOB AN KAMHMYECKOW anpobaluu
paspaboTtaHHon 000 «Tex/1AB» aneKTpoHHON 6a3bl
OaHHbIX «[@aneHoc», NPM3BaAHHOW YCTPAHUTb Cylle-
cTBylolWme aedeKTbl CTaTUCTMYECKMX TMNOKazaTe-
nen n obnagawowen WHUPOKUMU OYHKLMOHATbHBIMMU
BO3MOXHOCTSIMK, KOTOPbIE OTKPbLIBAKOT HOBLIE Mep-
CNEeKTUBLI A4N19 deaepanbHbiX U PEerMoHaNbHbIX Meau-
LMHCKMX OpraHusauuMin, a TaKxXKe Ana nauMeHToB
M UX 3aKOHHbIX MpeacTaBuUTENElN: y4eT MauMeHToB
C YKa3aHWeMm anarHosa, gaTbl NepBUYHOro obpatle-
HUA K Bpady, AaTbl BepudUKaLMKM AnarHosa, Katam-
HECTUYECKUX AaHHbIX; aHaNn3 MOJlyHEHHOro paHee
JlIe4EeHNS U KPUTEPUEB OLIEHKW KayecTBa Jle4eHUs;
peKoMeHaaunM No AajibHENLIEMY NEYEHUIO0; MHDOP-
Mauua O AOCTYMHOCTM KOEK M KOMMYEeCTBE MalMeH-
TOB B MEAMLMHCKWMX OpraHM3daumax; BO3MOXKHOCTb
3anpawunBaTtb M NoayyaTb KOHCYNbTALUMKU B HAY4YHO-
ncecneaoBaTebCKUX MHCTUTYTax deaepanbHOro noa-
YUHEHWS; AOCTYN NauueHTa (3aKOHHbIX NpeacTaBu-
Tenew) K nnaHy nevyeHus, BraYasa rpapuk npuema
JIEKAPCTBEHHbIX CPEACTB M BO3MOMXHOCTH JaNbHEWN-
lwen mapwpyTru3aunu.

M.A. KayomaH nposen ang epaven AOAQKB obyya-
IOWMA CEMMHAP MO MCMOJIb30BaHUIO 6a3bl AAHHbIX:

CneBa HanpaBo: A.A. KapnyHos, W.A. Typa6os, M.}0. PbikoB,
[.N. KopoTkoB (Komnanus «@apmnait»), M.A. KaydmaH

cneunanncTbl KIMHUKKM OTMETUAM yaoB6CTBO WMCMOb-
30BaHUS CUCTEMbBI M MPOCTOTY UHTEpdENCca.

OneKTpoHHaa 6Gas3a OeTen C OHKONOrMYECKUMU
3a60n1eBaHMAMW BHeAPEHA TaKKe B KJAMHUYECKYIO
npakTuKky ®rbY «PoccMMCKMIM HayYHbIN LEHTP PEHTre-
Hopaamonorum» MuHaapasa Poccuu.

OTyeT O pesynbTatax BHEAPEHUS 3NEKTPOHHOM
6a3bl «[aneHoc» B MUNOTHbIX YYPEKAEHUAX YMTanTe
B C/ledyiolEeM HOMEpPE Hallero XypHana.

UcnonHutenbHbin gnpexktop POAO
M.10. PbikoB



IOBUJIEUN

BaneHTuH UBaHOBUMY JlebepeB

OKTA6ps 2017 .
17 ncnonHunock 85 net
CMOABWMMKHUKY WM APYTY OCHO-
BaTeNns [OETCKOM OHKOMOrnu
JI.LA. lypHoBa, Bblgatolemy-
Cs IETCKOMY XMpypry, 3achy-
¥eHHoMY Bpa4vy PoccuincKon
depepaumm, OOKTOPY Meau-
LUMHCKMX HayK, npodeccopy
BaneHTuHy MBaHoBUYY JleGefeBy.
TpynoBasa peatenbHocTb BaneHTnHa WMBaHoBMYa
Hayanacb B JO/MKHOCTK Xupypra Ha KpanHem CeBepe

nocfie OKoH4YaHua B 1957 1. 2-ro MOCKOBCKOro
rocyfapCTBEHHOI0
uM. H.W. Muporosa. C 1960 r. oH paboTan AETCKUM
xupyprom B Mopo3oBcKkon 60nbHULE (MocKkBa),
B KOTOpoW B 1962 1. 661710 cO34aHO NepBoe B Hallen
CTpaHe oTAeNleHMe OEeTCKOM OHKOMIOTMKU (PyKOBOAM-
Tenb — J1.A. lypHoB). TaM e Havyanacb AesaTeNbHOCTb
BaneHTMHa MBaHOBMYa M KaK AETCKOro OHKoOJora.
OH CTOAN Y UCTOKOB HOBOrO HanpaBieHUs — XUpPYp-
MW aeTen C OHKOJIOTMYECKMMKU 3aboneBaHUagMU —
W BbIPOC 40 Befyllero cneuuanucta B ob6nactu aet-
CKOW
Bpaya, CNOCOBGHOro NPoOBOAWUTbL HanboNee CNOXHble
XUpYypruyeckme BMellaTenbCTBa y AeTen C Onyxo-
NIAMKU pasnn4yHomn Niokanusauunn. Ocoboe BHUMaHUE
BaneHTuH MiBaHOBKWY yaenan npobnemam pa3paboT-

MeanUUHCKOro NMHCTUTYTa

OHKOJ10T UMK, BbICOKOKBa/IMOULMPOBAHHOTO

KW OonepaTMBHOIO SleYEeHUs U OonepaTUBHbIX AOCTY-
NMOB MPU OCHOBHbIX 3/10KAYECTBEHHbIX OMYyXOJaX
y Aeten — HedpobiacTtomax, Henpobnactomax, ony-
XONnaAX MArkux TKaHen. Um paspaboTaHa MeToauKa
onepaTMBHOIO e4eHnsa ABYCTOPOHHEN HedpobaacTo-
Mbl, onpeAeneHa TaKTUKa XMPYPruyecKoro nedyeHus
renato6aacTomMbl, FEPMUHOMEHHbIX OMNyXonen KpecT-
LLOBO-KOMYMKOBOM 06S1aCTM M TFOHAJHOW JlOKanusa-

UMK, [lnana3doH ero Hay4HblX UHTEPECOB B AETCKOM
OHKOJIOTMWM MHOrOorpaHeH, OHM Hall/iu CBOE OoTpaxe-
HWEe B AMCCEPTaLMOHHbIX paboTax — KaHAMAATCKOM
Ha Temy «HenporeHHble onyxoaun 3abpoWnHHONO NpPo-
CTpaHcTBa y geTten» (1972) n AOKTOpCcKoW «JleyeHne
Hedpobnactombl» (1986). BaneHTMH MBaHOBUY —
aBTop 6onee 300 neyaTHbIX paboT U 6 MOHOrpadui.

C 1976 po 2005 r. B.W1. Jlebenes 6bln 6eCCMeH-
HbIM pyKoBOAWTENEM TOpaKoabAOMMWHaNbHOIO OTAe-
JIEHUS U pyKoBoauTenem oTtaena o6len OHKOMNOrUK
nHctutyTa. C 2005 no 2016 r. 3aHMMan AOIKHOCTb
BeAyLLEro Hay4yHoOro COTpyAHUKa OTAENEeHUS ONyXonen
TOpaKoaboOMWHaIbHOW JloKannsauuu. B 1997 r. emy
NPUCBOEHO 3BaHMe «3acnyXeHHbl Bpay Poccrumnckomn
denepaumm».

Joporon BaneHTnH MBaHoBu4! Bbonee nosnyseka
Bawa »K13Hb Oblna cBA3aHa C AETCKON OHKONOrUen.
be3 Bac — nuoHepa 1 0HOro M3 ocHoBaTesNen aeT-
CKOW OHKONIOTMM B Hallel CcTpaHe — HEeBO3MOXKHO
Obl510 6bl CTAHOBJIEHWE €€ KaK HayKu, NOo3BOJIMBLUEN
NMOMOYb OFPOMHOMY KOJIMYECTBY AeTEN C paHee Heuns-
fieynmbiMm 3aboneBaHnsmu. Bawu ymenble n o6pbie
pyKM nodapunv Bawum MHOTOYMCNEHHbIM MauueH-
TaM u3Hb 1 Bepy B 6yayliee. MHorne Bawu yyeHu-
K paboTaloT B pasd/iMyHbIX perMoHax Hawen PoanHbl
M ¢ 6narofapHOCTbIO BCMOMWHAIOT BpeMs, MpoBe-
JeHHoe ¢ Bamun —
Yuutenem v BenukosenHosim Xnupyprom.

Konnektus HUW petcKor OHKoJOMMM M remato-
norun Orey «HMHWL oHkonorun um. H.H. BrnoxuHa»
MuH3apaBa Poccuu, Kageapa AETCKOU OHKOJI0MMu
orey Ao «PMAHIMO» MuH3apaBa Poccuu, peaakx-
ums ypHana «OHKoneguaTpus», KOAaern u apy3bs
cepae4yHo nosapasnsioT BaneHTuHa ViBaHoBMYa co
c/laBHbIM I0BUAEEM U XKenatT eMy J06pOro 340p0BbS,
CcYacTbs U JOJITUX JIET KN3HM!

3amMeydyaTe/lbHbIM 4eJIOBEKOM,
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CTATbU, ONYBJ/IMKOBAHHbLIE B }XYPHAJIE
«OHKOMNEAUATPUSA» B 2017 TOAY

— N1, 2017 —

PEOAKLUOHHASA CTATbhA
M.IO. PbikoB, E.H. barvi6apuHa, 0.B. HymakoBa, T.X. MeHsb, B.I. [TonsKoB
OpraHu3auua MejULMHCKOW NOMOLLM ieTAM C OHKOJIOTM4eCKUMHU 3a601eBaHUAMHU
B pernoHax N2 1 u N2 2 lOxKHoro pegepanbHOro oKpyra
M.KO. PbikoB, E.H. ban6apuHa, O0.B. HymakxoBa, B.I. [MosnsikoB
OpraHusayuus MeaULUUHCKON NOMOLLU AETSAM C OHKOJIOrM4eCKMMU 3a601ieBaHUAMMU
B pernoHe N? 2 MpuBomKcKoro ¢peaepanbHOro oKkpyra

OPUTMHAJIbHBIE CTATbM
J1.I. Knucenés, T.B. CaBuniykas, O.B. AneiiHnKoBa
MoneKynsipHble MapKepbl aHrMoreHe3a Kak oCHoBaHue K ucnoab3oBaHuio VEGF-6n10Kaabl
npu 1o0Kanu3oBaHHbIX popmMmax capkombl lOuHra
O.A. Mepkynos, T.B. lTop6yHoBa, B.[. [TonskoB
MeToa TpaHCHAa3a/IbHOro 3HAOCKOMUYECKOro yaaJleHUsl ONMyXoJiu B KOMIMJIEKCHOM Jie4HeHUHU
AeTen ¢ acTe3noHenpoodaacTomon
M.KO. PbikoB, A.A. lNetpau, C.B. 3abopckux, A.H. LLIBeuos, E.B. [oH4yapoBa, B.B. LLlykuH
LleHTpanbHble KaTeTepbl, BBOAUMbIE Yepe3 nepudepudecKyo BeHy Npu 1e4yeHUu aeTen
C OHKOJIOFM4EeCKUMHU 3a60/1eBaHUSIMMU: pe3y/ibTaTbl MY/IbTULLEHTPOBOI 0O UCC/lefOBaHUsA

OB30P JIUTEPATYPbI
10.M. KnovarmnHa, 3.A. CokonoBa, M.A. bapbllwHnKOBa
Ponb peuentopa PD1 u ero nuranpos PDL1 n PDL2 B umMyHOTEepanuu onyxonaeu
E.B. He6opak, A.B. JlebeaeBa, E.I. [onoBHs, MN.0. lopsiyeBa, B.H. barikoBa
FfomMouucTEUH U NOJIMAMUHBI: MeTaboJindiecKas B3aUMOCBA3b U ee KJIMHU4YEeCKoe 3Ha4YeHue
npyv XumMrMoTepanum UHruéutTopammu ponartHoro oomeHa
A.JI. HukynuHa, E.A. lMNetpau, E.B. MuxavinoBa, T.P. [NlaHpEpoBa, O.[1. bAM3HIOKOB
KomnnekcHasa nyyeBas AuarHoctuka HeaudpPpepeHLUMpOBaHHON IMOPUOHANIbLHOW CAPKOMbI NEeYEeHHU
y AeTei: COGCTBEHHbIN ONbIT U 0630p IUTEpATYPbI

KTMHUYECKOE HABJTIOAEHUE
E.N. Ky3HewloBa, H.J1. [opbadyeBcKas
UHpuBuayanbHbii cpaBHUTENbHbIA aHanu3 33l geteit ¢ "MMPOUAHBIMU ONYXONAMMU
B OLLleHKe HEMPOTOKCUYHOCTH

IOBUJIEUN
Jlupua AnekceeBHa MaxoHoBa
AnekcaHpap N'puropbeBud PymaHues
Mporpamma ceKu1M No 4eTCKOW OHKoJIoruu B pamKax IX Cbe3pa oHkonoros Poccuu 15 nionst 2017 r.

— N°2, 2017 —

PEOAKLMOHHASA CTATbA
M.KO. PikoB, E.H. banb6apuHa, O.B. HymaxkoBa, U.A. KyneeBa, /1.B. KapaBaeBa, B.I. [lonsikoB
CoBeplueHCTBOBaHUE OpraHM3alMOHHO-MeTOAUYEeCKUX NOAX0A0B
K OKa3aHWI0 MeAULMHCKON NOMOLLU AETAM C OHKOJIOFrM4€eCKUMU 3a6o1eBaHUAMM

OPUIMMHAJIbHBLIE CTATbU
J1.M. Knucenés, T.B. CaBuikas, 0.B. AneiiHnkoBa
MporHo3upoBaHue KJIMHUYECKOIo UCX04a U aHTUAHTUOTEeHHas Tepanus
y NaLMEeHTOB EeTCKOro Bo3pacrta c HeMeTacTtatu4yecKkumu popmamu capkombl FOuHra
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E.N. Ky3HeuoBa, H.J1. [opb6ayeBcKas

BuoanekTpuyecKkas akTUBHOCTb FOJIOBHOIO M0O3ra U GyYHKLUOHAJ/IbHOE

COCTOSIHUE COCYA 0B MO3ray NnoApPOCTKOB C AJIUTeNIbHOM pemuccuen (5-12 ner),

U3J1Ie4EHHbIX OT IMMPOUAHbIX ONYyXOJIeH

M.KO. PeikoB, A.A. lNetpatu, T.X. MeHb

CucteMbl BEHO3HOro oCcTyna Kak MHAUKaTOPbl Ka4yecTBa OKa3aHUA MeAULUHCKOW NOMOLLK:
CpaBHUTE/IbHbIA aHaNNU3 LLeHTPaJibHbIX KaTeTepoB, BBOAUMbIX Yepe3 nepudepuiecKyio BeHy,
U UMNJIAHTUPYEMbIX BEHO3HbIX MOPT-CUCTEM

A.B. XuxxkHukKoB, A.ll. KasaHLeB

JleyeHHe NaLMEHTOB C HEUPOGIACTOMOM rpynnbl BbICOKOro pucka

OB3O0P JIUTEPATYPbI
M.B. TuxoHoBa, A.B. JintBuHoB, A.N. KapadyHckui, B.W. Nocnenos, A.I. PymsiHLEB
Buonornyeckoe sHa4yeHUe 3K30COM OMNMyX0JIeBbIX KJ1€TOK

KTUHUYECKOE HABJIIOAEHUE
/[.B. PeibakoBa, M.M. [laBbigoB, A.ll. KazaHues, .A. Kepumos, H.B. MaTtnHsaH
PaK xenyaKa y naumeHTta 16 net: onMcaHue KJIMHUYECKOro cay4an

IOBUJIEUN
UBaH AneKkcaHpapoBud Typa6oB

— N3, 2017 —

PEOAKLUMWOHHASA CTATbA
M.KO. PeiKoB, E.H. barn6apuHa, 0.B. YymakoBa, B.I. [1onsKoB
AnuaemMuonorusa 3J10Ka4ecTBEeHHbIX HOBOOOpPAa30BaHUM y feTen
B Poccuiickoin Pegepanmmu: aHaau3 OCHOBHbIX NOKa3aTeslel U NyTU NPeoAoJIEHUSA
AedEeKToB CTaTUCTUYECKUX AAaHHbIX

OPUITMHAJIbHbLIE CTATbM
M.KO. PeikoB, B.B. LLlykuH, A.A. lNeTpal, N.A. TypaboB
CucteMbl BEHO3HOro gocTtyna npm Jle4eHUM feTer ¢ OHKOJIOrM4eCKUMMHU 3a601eBaHUAMMU:
aHaNu3 pe3ynbTaToOB YCTAHOBKMU U 3KcNlyaTaluu B MEAULMHCKUX OpraHu3aLusax BTOporo
u Tpetbero b yposHe#

OB3O0P JIUTEPATYPbI
T.T. Banues, H.A. l'yceBa, K.[. ConoxeHLeBa
KnuHuyeckaa xapaktepuctuka u gudpdepeHumanbHaa AUarHoCTUKa KlacCUYECKUX
napaHeonJlacCTU4eCK1MX HEBPOJIOrMY4EeCKUX CUHAPOMOB npu aiumdpomax

KJTMHUYECKOE HABJTIOAEHUE
P.C. Ucmaunn-3ane, P.H. Menunkos, t0.H. MamegoB, U1.A. [acaHoB,
C.T. 9nbatoB, A.®. Ocugos, 3.4. Annes, X.K. AyHbsimanneB
ConupHo-nceBaonanuissipHas onyxoJsib NOAXKeNYJA04YHOWN Kene3bl y AeTeH
A.B. Poaunyes, O.B. ljepbaKoBa, U.A. Typa6os, H.B. MapkKos,
M.M. boraTteipéB, B.B. Bonkos, A.A. JlorBasb
TpaBmaTU4yecKUi paspbiB onyxoau Bunbmca
(pepKoe KNIMHU4YecKoe HabngeHue B NnpakTUKe JeTCKoro xupypra)

OBMEH OlMbITOM
J1.A. MapTtbiHoB, A.B. CoTHukoB, O.A. MepkynoB, H.B. MatuHsiH, .A. bynetoB
AHecTe3uoiormyecKoe o6ecneyeHme aHAOCKONUYECKUX IHAOHa3aibHbIX onepauum
B AE€TCKOM OHKOJIOrMH
O.A. Mepkynos, T.B. lop6yHoBa, [.A. bynetos, B.[. [TonskoB
KnuHuyecKoe 3HayeHUe MeToAa TpaHCHa3a/IbHOW 3HAOCKONMUYECKOW XUPYPrUumn
B KOMMJIEKCHOM JIeHeHUU ieTel C CapKoOMaMM1 NnapamMeHUHreasbHOW IOKanusauuu
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WH®OPMALUSA OT POCCUMCKOI0 OBLLECTBA ETCKUX OHKOJIOIOB
OpraHusaumsa MeAMLUHCKON NOMOLLM ieTAM C OHKOJIOTMYEeCKUMMU 3a601eBaHUAMM.
CeKuua ANA AeTCKUX OHKOoN0roB B pamKax XXI PoccuiicKoro oHKoN0rm4ecKkoro KoHrpecca

— N4, 2017 —

KOJIOHKA PEAAKTOPA
B.I. NonsikoB
MosapaBneHue ¢ HoBbiMm rogom!

PEOAKLMOHHASA CTATbA
M.KO. PbikoB
CMepTHOCTb jeTel OT 3/I0Ka4eCTBEHHbIX HOBOOGpPa3oBaHUMN
B Poccuiickon ®eagepauumn

JNIEKUMA
B.B. OmenbsaHoBcKui, M.B. ABKceHTbeBa, N.A. Xlene3HskoBa, 0.A. CyXxopyKuXx,
IP. XayatpsiH, ’K.A. laneeBa, B.B. Bnacos, /1.B. JlykbsHueBa, B.K. ®easieBa, M.FO. PbikoB
KnnMHun4yeckne peKkoMeHaLUn Kak MHCTPYMEHT NoBbILLEHUA KayecTBa
MeAULMUHCKOW MOMOLLH

OPUTMHAJIbHbIE CTATbU
J1.M. Knucenés, T.B. CaBuikas, 0.B. AneiiHukoBa
YpoBeHb 3Kcnpeccuu paKTopoB aHrMoreHe3sa B TKaAHU CapKoMm
M He3/10Ka4YeCTBEHHbIX 06pa30BaHUii y NaLMEeHTOB AETCKOro Bo3pacra:
pe3ynbTaTbl OAHOMOMEHTHOIO UCCNIeA0BaHUS
O.A. Mepkynos, T.B. lopbyHoBa, [.A. bynetos, B.I. 1onsikoB
OHAO0CKONUYECKUN 3H0HA3a/IbHbIA NOAXO0A K yAANIEHUIO ONyXoJiei NOJIOCTHU Hoca
M OKOJIOHOCOBBbIX Na3yXx ¢ pacnpocTpaHeHUeM Ha OCHOBaHuUe Yyepenay aeTen

OB30P JINTEPATYPbI
C.A. KyneBa, E.H. ImsiHuToB
Onyxonb Bunbmca: cuHagpoManbHasa U MOJIEKYNipHaA AUarHocTuKa
/[.B. PoibakoBa, .A. Kepumos, A.l. KazaHueB
OHAOXMpPYpPrua B AMarHOCTUKE ONyXoJieBbiX 3a60/1eBaHUN y fleTEeN:
0630p NuTepaTypbl

K/TMHUYECKOE HABJIIOAEHUE
M. BonrapeBa, /1.3. 3aBanuiwunHa, T.[1. Kasy6ckas, A.WN. CeHpepoBud, B.I. [Nonsikos
MoneKynsipHble NOAX0Abl B AUArHOCTUKE NMUrMEHTHbIX HOBOOGPa30BaHUi KOXMU Y AAeTEN:
onucaHue YeTbipex ciy4yaeB

UWHDOPMALLUSI OT POCCUUCKOIO OBLLECTBA IETCKUX OHKOJIOIrOB
Pa6o4yas noe3gKka B ApxaHrenbckK

IOBUJTIEU
BaneHTuH UBaHOBUY JlebGefieB

CTATbU, ONMYBJIMKOBAHHBbIE B }XYPHAJIE «OHKONMEAWUATPUSA» B 2017 roay



NMnaH HaAYyYHO-NpaKTU4YeCKMX MEeponpuaTUM
no AeTCKOMN OHkKonorum Ha 2018 r.

KoHdepeHLuun

XX KoHrpecc neguatpoB Poccum
C MeXAyHapoaHbIM y4acTUEM
«AKTyasnbHble NPOGEMbI
neguaTpum»

X Cbeaa OHKOJIOroB 1
paguonoros ctpaH CHI™ un
EBpasuu

IV MNeTepbyprckui
MeXAYHapOLHbIN
OHKosornyeckum opym «benble
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BO3MOXHOCTM CUCTEMB

& KaneHJapHoe NfaHnpoBaHne 1 KOHTPOSb MPOBEAEHNST KYPCOB XMMMOTepanmnm
N KOHTPOJIbHbIX aHaINM30B

& Ha3Ha4eHWe 1 pacyeT NOTPe6HOCTM B IeKapCTBEHHbIX NpenapaTax, aHanmaax
Y OMArHOCTUYECKNX MCCNeaoBaHUsaX, pacyeT A03MPOBOK MO HEOBXOANMbIM GopMyiam

Q (bl/IKCaLI,I/IFI OOCTUIHYTOroc OTBeTa Ha Tepanmto

BO3MOXHOCTb OTPaKeHNs CyLLIECTBYOLLMX BaPUAHTOB AasibHeNLLen
MapLLpyTM3aLUmMmn naLmeHTa

Q BO3MOXXHOCTb OLEHKM Ka4ecTBa MeANLIMHCKON MOMOLLIM

Cuctema «[aneHoc» NpefiHa3Ha4YeHa 4151 COBMECTHOM paboTbl pa3nnyHbIX MeANLMHCKNX OpraHu3aLnii

C MHGOPMaLKel 0 NauMeHTax ¢ XPOHUYEeCKNMMU 3aboneBaHnsaMmn. B otnmyne ot tunosblix MUC, «faneHoc»
npefHasHayeH HeMoCcpeACTBEHHO ANS XpPaHEHWS 1 BHECEHNS MHDOPMaLMM O HO3010rMYeCKM-CneunduyHbIX
napameTpax Mctopum 6onesHn. Ha cerogHALWHNIA AeHb AaHHas CMCTEMa NPUMEHSAETCA B psijie perMoHoB Poccum
AN paboTbl B OHKOremMaTtonoruv n peematonormuun. B ntoHe 2017 roga cuctema npeActaBneHa B MMHUCTEpCTBE
34paBooxpaHeHns Poccuickon Geaepaumn, 1 Nonydmna nooXnTENbHbIN OTKINK. B ceHTsbpe 20171, cTapToBan
MWNOTHbIV NPOEKT NO OpraHn3aLnm 6a3bl AaHHbIX (PErMCTPa) AeTe C OHKONOrMYeCKMMM 3a601eBaAHNSMM.

8(804)333-9408* info@teh-lab.ru www.teh-lab.ru

* 6ecriaTHbIVi 3BOHOK CO Bcel TeppuTopum Poccum
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' A X GHKOROTOE INMYHBIA KabuHeT

Narus

PoccHACKOE
OEWECTRD
ACTCHMN

ikt SSH1 2311-9977 (Print)

| Mo

Mnasnas = OHKONeawaTpua

OHKkoneawatpus

Bce v
CTaTbH ¥YPHANE NOCEAWEHLI COBPEMEHHBIM XHPYPIMYECKUM METOLAM NEYeHHA OHKONOMMJeCcKu: 3a6onesaHmit v
LEeTel, B ToM Ydcne o6y aainTeA BONPOCE! 3aKPLITOR W KOPPEKUMOHHDR TEPANWK OCNOKHEHWHA, DOPMUPOBEHUA
Nuerate BEHOZHOM AOCTYNA, SHECTESMONOIMYBCKOND CONPOBOMXAEHUA MHEAZMEHLI BMEWATENLCTE W DNEPALMA, @ TaKKe
COBPEMEHHBIX METOADE AMATHOCTHKK, KpomMe Toro, B xypHane GyayT nyGnukoeaTecA oduUMansHee 062opel
* [0 BLINVCKIM Poccuickoro oBWecTea AeTCKIX OHKONOIos. >
+ [0 3BTOPAM naeHbIA pepakrop
+ [0 3aMaguaM HypHan uHaexcupyetca 8 PUHLL, Socionet.ru, Ulrich's International Periodicals Directory, cnucke XypHanos BAK. B.[. Nonaror

HiypHan «OHKONeaHaTpHA»Obin  ypexaed PoccMACKMM
oblecTeom AETCKMX  OHKOnmoroe & 2014 . B

. OB wanaTenberee PegakumMoHHbIt COBET XypHana exodaT eegyume aetckne  OPEN ACCESS
oHkonor  Poccuitckoi Oegepaumu M MX MHOCTPEHHBIE
« KHum Konneru.
P MaTepuansl  ¥ypHana  NOCBAWEHbl  COBPEMEHHBIM
NEKAPCTEEHHBIM M JMPYPTHYECKMM METOSaM NEeYeHuA O6nako Teroe
Ep';,’:nm:?“ oHKONOMMUeckux 3aBOnesaHnii vy  deTed, BKMiouan | ASHOSHWA gooryn
SHENEIEMOCTS
3A CONPOBOAMTENEHYI0 W KOPPEKUMOHHWIO  TEpanumo
i [enavoBNICTOMI AETH AETH
» BectHuk PAMH OCNOKHEHMA,  CO3AaHWI0 BEHOSHOMO  AOCTYNA, | rionooorsu gevoran
N AHECTE3MONOTMYECKOMY — OBECMEYeHMID  WHBA3MBHBIX | ouronorws saBonesaemocte
BMBLATENLCTE W ONEPALMA, @ TAKKE COBPEMEHHBIM
negvaTouu patM, ;
MeTogam auardoctuen (KT, MPT, N3T u1.48). Kpome Toro,
+ [Neauarpudeckan B HypHane nyBnuKYeTcA OMWMUMANBEHAA MHBOpPMAELMA
HapMaKonomma (pacnopaKeHua, OBbLABNEHWA, HOBOCTH W TA)
Poccuickoro ofwecTea AeTekuy OHKONOIos.
—cuAd Hapagy ¢ 3aBotoll 06 ofecneyeHn BbICOKOTD HayMHOr
VT Cacoa i YPOBHA  OCHOBHBIX [lvﬁnnxau.nﬁ_ MYpHan, ABNAACE
e CPEACTEOM MAcCOBOR  MHGOPMALMM, CTREMMTER B
Haubon W CTENEHW TBETLCT Tl WHT M
l.llllllm!'.lml aufionswe ene COOTBETCTEOBATD epeca

NPaKTHKYIOWMY  OHKONOTOE M3 PasHbiX  PEIMOHOE W
3aTparMeaTs aKTYankHble ANA HUX Bonpocel. Ha 3o
HanpagneHsl  pyGpMKM  SKYPHaNa,  ©o  CTaTbAML,
NPEACTAENARWHMU NPAKTHYECKMA M HAYMHBIA WHTEpeC:
«0GMeH  ONeITOM», <KnMHW4eckoe  HaBnogeHues,
«OpUIMHaNbHBIE CTaTbi», «Jlekumns Ana
MHDOPMUPOBAHMA  JETCKMX OHKONOIOB 0 HOBMHKAX e

YBaxkaemble Koaneru!

Pajipl coo6mMTE BaM, YTO Hauasl paboTaTh HOBBIN CAliT )KypHana «OHKOIeAaTpus»:

www.oncopediatria.ru

Tenepb oH pacmonoxeH Ha maatdopme elpub, KoTopasi faeT BO3MOXKHOCTD JIETKO MHTETPUPOBATHCS BO BCe MHOCTPAH-
Hble 6a3bl JAHHBIX U KPYIIHbIE OMOMNOTeKY Mupa. YCTPOICTBO calita 6y/jeT MHTYUTUBHO MOHSATHO ¥ MHOCTPAHHBIM II0/Ib-
30BaTe/ISIM, OT KOTOPBIX MBI TOXe OXKIMAaeM myOImKaInit.

CaiiT OTKpbIBaeT HOBbIe BO3MOXKHOCTM KaK JI/Is aBTOPOB, TAaK U /I/IS YMTATesIell: JOCTYIIHBI IT0flaya CTaTeil B 97IeKTPOH-
HOM BUJIe, OVMCK MHGOPMAIUY B apXyBe XypHaIa I10 pa3TMIHbIM ITapaMeTpaM. Bce cTarby OygyT mpoBepeHbl Ha Hamn4ume
IIarnarTa. 9TO NOMOXKET COMCKATEeNAM Hay4YHBIX CTeleHell, TaK KaK Tellepb MHOTMeE HVCCePTAaljOHHble COBEThHl B UMCIIE
HeoOXO[MMBIX IOKYMEHTOB 3aIllpalllMBaeT CIPaBKy 06 OTCyTCTBUY IJIaTMATa B CTAThAX. BCKope M0OUTEIN rafi)KeToB CMO-
IyT yBUAeTh )XypHan g1 Android n iOs 8 App Store u Play Mapxker. IlTomumo aToro, Ha caiiTe 6yyT IyOIMKOBATHCSA HOBO-
ctu Poccuitckoro o61iecTBa JeTCKMX OHKOJIOTOB 1 Ipyras Ba)kKHasi nHGOpMAIus.

HamoMmHaem, 4TO Halll )XypHa/l BXOAUT B CIMCOK NEPMOAMYECKNX IT€YaTHBIX M3faHuii, perensupyemoix BAK MOH PO,
a TaK>Ke B C/IefiyIouiue 6a3b1 yutuposanusa: PMHII, Kubepnenunka, Ulrich’s Periodicals Directory. OgHako BIepeju HoBbIe
I[e/IM — BKJIIOYEHMe B apXUBBI 610/IMOTeK BeAyIINX By30B, B Scopus 1 Web of Science. JlocTmkeHue JaHHBIX 1lenelt TpebyeT
COBEpIICHCTBOBAHMNA U3JaHNA U MOBBIIIEHNA €r0 YPOBHA. B CBA3M ¢ 3TUM pefakijueil 6bIIO0 IPUHATO PellleHNe O BBefe-
HUM HOBBIX TpeboBaHMIT K 0QOPMIEHUIO CTATel, 03HAKOMUTHCS C KOTOPBIMIU BBl MOXKETe B TaHHOM HOMepe U Ha CaiiTe.
YBepeHbI, UTO UX YCTIOKHEHME B COOTBETCTBUM C COBPEMEHHDBIMMU CTaHAAPTAMM, IPUHATBIMY B BEAYIMX HAyYHBIX U3TaHU-
AX, IPUHECET MO/Ib3y KaK aBTOPAaM, TaK I YUTATEIAM.

ITpurnanraeM HaIIMX YMTaTeNlell 3aperUCTPUPOBATHCS Ha caliTe KypHaja M IIPUCHIIATh CTaTby, 0)OPMJIEHHBIE B COOT-

BETCTBUM C HOBbBIMMU Tpe6OBaHI/IHMI/I!



