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Mo CTPAHULIAM 3APYBEXHbIX }XYPHAJI0B

PABAOMUOCAPKOMA

(no maTepuanam Elomrani F, Touri S, Ouziane I. et al.
Orbital Rhabdomyosarcoma with Skin Metastasis: A
Case Report. BMC Res Notes. 2014 Sep 24;7:670)

Pa6nommocapkoma — MSArKOTKaHHOEe 3JI0Ka4yecT-
BEHHOE HOBOOGpPa30BaHMe, KOTOPOEe 06bIYHO BO3-
HMKaeT B 061aCTM MOYEMNOJIOBOr0 TpaKTa, rofioBbl U
wen. KoxxHble meTacTasdbl pabaoMMocapKoOMbl BCTpe-
yalTca KpanHe peako: 3 13 cinyyaeB, OMMCaHHbIX B
nvutepartype, 60/blIMHCTBO Obl/I OTMEYEHbI Yy AeTEN B
Bo3pacTe 40 10 neT v ToNbKO 3 — y B3POC/bIX.

B pa6oTe npMBOANTCS KIMHUYECKUIW cliydyan pab-
[OMMOCapKOMbl Op6UThbl Y 20-N€THEr0 MYXYUHbI U3
MapoKKO, KOTOPOMY MPOBOAMIOCH yAa/IEHUE ONYXOKn
C FMCTONIONMYECKUM uccnepoBaHmem. lMocnegytollee
JIeYEHME BKJIOYAI0 XMMUOTEpPanuto, HO Yepes 1 roj
BbIIB/IEH MECTHbIW peuunaunB. NauneHTy 6bina BbINoN-
HeHa 9K3eHTepauus npaBon Opb6bUTLI C MNocnenyto-

OCTPbI IMM®OB/IACTHbIU
NEWKO3

(no matepuanam Coccé MC, Alonso CN, Rossi JG. et
al. Cytogenetic and Molecular Findings in Children
with Acute Lymphoblastic Leukemia: Experience of a
Single Institution in Argentina. Mol Syndromol. 2015
Oct;6(4):193-203)

enblo  UCCNef0oBaHUA apreHTMHCKOW  rpynnbl
LI|OHKOJ'IOFOB OblNa OUEHKA LWTOreHETUYECKNX
0COBGEHHOCTEN OCTPOro NMMeOoO6aacTHOro Nnenkosa
(0NN y 1057 peten 3a nepuon ¢ 1991 no 2014 .
XpPOMOCOMHbIE aHOMaNnK 6bl/iv BbiIBAEHbI METOAAMM
FISH n cTaHaapTHOro LMTOreHETUYECKOro uccneno-
BaHus. C gekabpsa 2002 nposoannacs MLUP B pexxume
peanbHOro BpemeHu ¢ aHannsom BCR-ABL1, KMT2A-
AFF1, ETV6-RUNXL1 n TCF3-PBX1 y neter n KMT2A-
MLLT3 u KMT2A-MLLT1 y mnageHueB. [lpoueHT
BbIIB/I€HHbIX LIMTOrEHETUYECKUMU MUCCNeoBaHUAMU
aHomanun coctaBun 70,1. B aTon KoropTte 6bln HaK-

CUHOAPOM OAYHA

(no matepuanam lzraeli S. The acute lymphoblastic
leukemia of Down Syndrome — Genetics and
pathogenesis. Eur J Med Genet. 2015 Nov 26)

€T1 C cMHAPOoMOM [layHa HaxoaaTcsa B BbICOKOWM rpymn-

ne puUcKa pa3BUTUS OCTPOro NMM@O6aacTHOro new-
Ko3a (OJ11). HYale Bcero 60/1€3Hb BO3HUKAET M3 Npelle-
CcTBeHHMKOB B knetok (B-OJ1J1). T-OJ1J1 gnarHocTmupyeTcs
KparHe peako, 0cob6eHHO B Bo3pacTe [0 1 roaa.

AHanuM3 reHeTM4yeckoro nNpoduns U LUTOreHeTnye-
CKMX abeppauunin No3BOAUI aBTOPY CTaTbM Npeanosno-
*unTb, 4To OJI1 Npn cuHapomMe [JayHa — reteporeHHoe
3a6oneBaHune. bonee nonoBuHbl ciydaeB OJ1J1 xapaKTe-

e XxMmMuo- 1M ny4yeBomn Tepanuen. Yepes 6 mec y
nauneHTa NosiBMIOCb KOXHoe ob6pa3oBaHWe B npa-
BOW MOSICHWYHOM 06NacTU, KOTopoe 6bi10 yaaneHo.
MMMYHOrMCTOXMMMYECKOE UCCieloBaHMe MoOKa3sa-
/10, 4TO 3TO KOMHbIKM MeTacTa3 pabJoMMOCapPKOMbI.
MpoBoannacb xumunotepanusa. Yepes 9 mec nocne
OKOHYaHUA Nle4yeHuss 601bHON XMB 6e3 MPU3HAKOB
3a60/ieBaHUS.

ABTOpbI AenaloT BbIBOA, YTO KOMXHble MeTacTasbl
pabaoMMOCapKOMbl BCTPeYalTCa KpawHe pefako,
0co6eHHO Yy B3pocnbix. Lenbto npeacrtaBneHHOro
KNMHUYECKOTO c/lyyas cTasio NoBbileHWEe MHOOPMU-
POBaHHOCTU Bpayen 0 4ONYyCTUMMOCTM NOAOBHbIX pes-
KMX MeTacTaTMYEeCKMX MopaxKeHun npu pabaomuo-
CapKoMe, Heob6X0AMMOCTM BbINOMHEHUS O6GUOMNCUHK
KOXM C MMMYHOTMCTOXMMUYECKMUM MUCCiefOBaHUEM
ana auodepeHumnanbHOM AWMArHOCTUKU C APYrMMMU
OMNYyXOJIIMM KOXMK U onpefeNieHns onTMMalbHON Tak-
TUKK NevYeHuns.

logrotosneHo [.A. bynetoBbim

feHbl 4 HoBble aHOManun — (2;8)(p11.2;p22), inv(4)
(p16925), t1(1;7)(925;032) u t(5;6)(021;921). Ana 497
nauuveHToB OblIIO MPOBELEHO CpaBHeHWEe pesylib-
TaToB UMTOTEHETUYECKUX METOAOB M AaHHbiX MUP B
pexume peanbHOro Bpemenu anga reHos BCR-ABL1,
KMT2A-AFF1 v TCF3-PBX1, npu 3TOM noKasaTenu
OKasanncb cxoxumu (p < 0,7): BaxHO, 4TO MeToq
FISH 6bin BecbMa MHbGOPMaTUBHbLIM A5 BbIBIEHWUS
abeppauui, 06HaPYKEHHbIX NPU CTaHAAPTHOM LMTO-
reHeTUYECKOM UccefoBaHWK, TOraa Kak AaHHble Mpu
MLP B pexxnume peanbHOro BpeEMeHW UHOr4a BbIrnage-
i1 npoTuBopeynBbiMU. Takum ob6pa3oM, B UCCNeao-
BaHWM MOKa3aHO, YTO TOJIbKO KOMMJIEKCHbIM MOAX0[
B UMTOreHeTM4YeCKoM [AMarHoCTUKe, B TOM 4uUCne C
MCMOJIb30BaHWEM CTaHAAPTHOrNO UMUTOrEHETUYECKO-
ro nccnegosanus, FISH v MUP B pexxnme peanbHoOro
BpeEMEHW, MO3BONSET Haubonee MNOJHO oOXapakTe-
p1M30BaTb XPOMOCOMHble nepecTponkn npu OJI1 y
[eTen, onpeennTb oNTUManbHY0 TaKTUKY Tepanum u
nporHo3 3abofieBaHus.

lMoarotosneHo O.U. PaTteeBori

pu3oBaancb abeppaHTHON 3KCNpeccner TUMUYECKOro
CTpPOManbHOro nMmdonoaTnHoBoro peuentopa CRLF2,
BbI3bIBAEMOW MrEHOMHbIMW MNEPECTPOMKaMn, KOTopble B
CBOIO 04epeb CBA3aHbl C COMaATUYECKUMU MyTauUaIMun
B peuentopax unaum B nocneayolmx atanax JAK-STAT-
peuenTtopHoro nyTu. AktnBauus JAK-STAT-curHanbHOro
nyTW HAaBOAMUT Ha MbIC/b O TOM, YTO TapreTHagd Tepanus ¢
JAK MNN € MIHTMBUTOPaMU NOCNEAYIOLMX PEAKLIMN MOXKET
OKaszaTtbCa 3GPEKTUBHOM y IeTEN C CUHAPOMOM [ayHa n
passuBwKnmMcs OJ1J1. TeM He MeHee oCTaeTcs OTKPbITbIM
BOMPOC, CBSI3aH 1 6051ee BbICOKUIM pucK pa3sutmsa OJ1J1
UMEHHO M3 B KneTok-npeawecTBEHHUKOB ¢ GOpPMUPO-
BaHnem abeppaunn CRLF2, a TaKKe Kakue reHbl npu
TprcoMunmn 21 BOBNEYEHbI B IENKO30rEHE3.
lNoarotosneHo O.M. aTteeBon
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OCTPbI MUENOUAHBLIU NEUKO3

(no matepmanam Othman MA, Vuji¢ D, Zecevic¢ Z et
al. A cryptic three-way translocation t(10;19;11)
(p12.31;913.31;023.3) with a derivative
Y-chromosome in an infant with acute myeloblastic
leukemia (M5h). Gene. 2015 Jun 1;563(2):115-9)

OCprM MuenonaHbii nenkos (OMJ1) — reteporeH-
Hoe 3abofnieBaHWe, KOTOPOE XapaKTepu3yeTcsd
3/10Ka4YecTBEHHOMW TpaHchopMaumnen reMonoatTuye-
CKUX NpeflecTBEHHUKOB B NaTOreHHbIN KJIOH KJ1ETOK.
YyacTok xpomocombl 1123, coaeprauwum reH MLL,
KaK M3BECTHO, y4aCTBYET B NepeCcTpomnKax ¢ passiny-
HbIMW FTeHaMu, KoTopble akTusupytoT MLL npu OMIJI.
Takum 06pa3oM, HeEGNAronpuUATHbLIA NPOrHO3 CBA3aH
c aHoManuamun MLL.

B pa6oTe nNpuMBEAEH KIMHUYECKUA NMPUMEP NaLu-
€HTa B Bo3pacTte 11 Mec ¢ runepnenkoumTo3omM w

TAPTETHbIE NPENAPATHI

(no matepuanam Tachi T, Yasuda M, Usui K. et al.
Risk factors for developing infusion reaction after
rituximab administration in patients with B-cell
non-Hodgkin’s lymphoma. Pharmazie. 2015
Oct;70(10):674-7)

TapreTHble npenapaTbl aKTUBHO BKJ1I04AOTCA B NMPO-
rpamMmbl 1Ie4EHUS 3/10KaYeCTBEHHbIX HOBOO6GPa30-
BaHWM, CNOCOOCTBYS MOBbIWEHNIO 3PGEKTUBHOCTHU
JIeYEHUST OHKOJIOTMYECKMX BGOMbHbIX. TeM He MeHee
no6oyHble 3ddeKTbl, BO3HUKaWME Npu UX BBeae-
HWU, OCTaloTCs NpobaemMon, TpebytoLlen AanbHENLWEro
M3yyeHus. YyeHble NpoBeNM aHanns3 ¢akTopoB pUcKa
pas3BUTUS MHOY3UOHHBLIX peaKLui nocne BBEAEHUA
pUTYKCMMaba y 60/bHbIX B-KNEeTOYHbIMU HEXOAKKMH-
CKMMU NuMdboMamMu. U3BECTHO, 4TO MHPY3UOHHbIE
peakumn 4aBAAOTCA cneundbuyHbIMKU ONs Tepanuu
MOHOKJIOHA/IbHbIMW @aHTUTENaMKW U YacTO BbI3blBaOT-

anarHo3om OMJT, noatmn no FAB-M5b. Mpu yutoreHe-
TUYECKOM aHanunse 6b1n 06HapyKeHbl eAMHCTBEHHbIE
abeppaumnm der(19)t(19;?)(q13.3;?) n del(Y)(ql11.23).
MoneKkynsipHble MeTOAbl MCCNeAOoBaHUsS MNO3BOAMIM
onpeaenunTb, 4To reH MLL 6bin YaCTUYHO NOTEPSAH M3-
3a TpaHcnoKkaumm t1(10;19;11)(p12.31;913.31;923.3),
B pes3y/nbTate KoTopon o6pasoBanoch cnugHue MLL/
MLLT10 n acnmmeTprMyHOE NepeBEPHYTOE YABOEHUE
MYTaHTHOM Y-XpOMOCOMbI C pa3pbiBaMKW B y4acTKax
Ypll.2 v Yqll.23. launeHTy 6blna npou3BeneHa
ranfiongeHTMYyHasa TpaHCchaHTauMs remonoatuye-
CKMX CTBOJIOBbIX K/IETOK OT MaTepu. TeM He MeHee B
KOCTHOM MoO3re pebeHka cnycta 3 mMec 6biin 06Ha-
pyXeHbl 6nactbl (15%), M no3)e naumeHT noruné.
HacTtoawmn cnyyan noavyepkuBaeT HeOBGXOAMMOCTb
UCKMOYEeHUa  MLL-nepecTporKU  MONEKYSISPHbLIMU
METOAaMMU, Aaxe KOrAa HET YETKMX AaHHbIX MPU LUTO-
reHeTUY4EeCKOM MCCieoBaHMM.

MoarotoBneHo C.P. 3aruaynnnHon

csl pUTyKCcuMabom. B nccnegosaHme 6b1/10 BKIKOYEHO
89 naumMeHToB C B-KNETOYHbIMWM HEXOOAMKUHCKUMU
nMMPOoMamMK, KOTopble NOAYyYUInN pUTYKCMMab Bnep-
Bble ¢ ¢peBpana 2010 no mapt 2013 r. Pe3ynbrathl
oLeHeHbl y 87 nauMeHToB (ABO€ BbIGbIIN U3 Ucce-
JoBaHus). OAHOGAKTOPHLIM aHanM3 nokasan, 4YTo
OCHOBHbIMM MOKa3aTeNsiM1 pUcKa pasBuUTUS MHPY3K-
OHHOW peaKLuu nocne BBeAEHUS pUTyKcumaba aBns-
IOTCS YPOBHM peLienTopa pacTBOPUMOIrO UHTEPSIENKU-
Ha-2 (SLL-2R) > 2000 Ea/n v remornobuHa — HUxe
HopMbl. [Tpn NnpoBeAEHNN MHOFODAKTOPHOIO aHan13a
JaHHOEe MOJIOXKEHME HallNo MOATBEPXKAEHWE, PaBHO
KaK U OTCYTCTBUE NpeMeauKaLnuM KOpTUKOoCcTeponaa-
MW nepen BBegeHMeEM putykcnumaba. Taknm o6pasom,
aBTOpbl AenatoT BbIBO/, YTO 3HA4YMMbIMKU daKTopamu
puUCKa pa3BUTUA MHDY3MOHHOW peaKuMK rnocne BBe-
AeHnsa puTtyKcumaba asngtotcs SIL-2R > 2000 ME/n,
remMorn06MH HUXE HOPMbI, @ TaKXKe OTCYTCTBUE CTEPO-
MAHOW NpemMeanKaLnu.

logrotoBneHo b.T. baTbipb6aeBbIM



YBa)aemble Kosneru, joporue apy3bsa!

len B uctopuio eule oanH — 2015-n — rog.
MeanunMHCKMM coobLecTBOM OblNo cAenaHo
HeMasno Ans pelleHuns cylecTByowmnx npobnem —
KaK pe30HaHCHbIX, TaK 1 HE NONYyYUBLINX LUIMPOKOM
OrNaCKM: 3TO AOCTYMHOCTb
M  Ka4yecTBO MeauLIMH-
CKOM nomoltu, npobaemsbi
06e360/IMBaHKS, nan-
nmaTuBHas noMoLLb,
opraHu3saLms XOCMUCOB,
a TaKXe y4yactme 6naro-
TBOPUTENbHbIX  HOHAOB
B paboTe [ETCKUX OHKO-
IOroB. XOTUM OTMETUTb
3aMHTEPECOBaHHOCTb U y4acTMe 3aKoHodaTeNb-
HOM W WUCMNONIHUTE/IbHOW BJIaCTW Hallen CTpaHbl B
peLleHnn 3TUX 1 Apyrnx HabonesLLMX BOMPOCOB.
Ycnexv MeauumMHbl, K COXaleHUto, BO MHOIOM
3aBUCAT OT afeKBaTHOCTK GUHaAHCUpoBaHus. be3
COOTBETCTBYIOLLEr0 6toaxeTa HEBO3MOMXHbI MPO-
BE[lEHNME Hay4HbIX WCCEeaOBaHWMW, HamoSHEHME
MaTepuasibHOW U TeEXHUYECKOM 6a3bl Hay4yHO-MNpa-
KTUYECKUX MEAMLIMHCKUX YYPEXKIEHUN, a TaKKe
NoAroToBKa, COBEPLUEHCTBOBAHME W CTaXKMPOB-
Ka CneLunanMcToB B MepeaoBbiXx OTEYECTBEHHbIX
denepanbHbiX LIEHTPax 1 3a py6exom.
Aednunt duHaHcMpoBaHUS OCOBEHHO 3ame-
TEH B TAKOMW HAyKOEMKOW M 3aTpaTHOW OTpac/u,
KaK JeTckasa oHKonorusa. Kypc Ha umnopro3ame-
LLIEHNE, 0OBABNEHHbBIN PYKOBOACTBOM CTPaHbI, KaK
cneacTBue, BNEYET 1 Nepexo Ha NUCMoNb30BaHWe
OTEYECTBEHHbIX (apMalLEeBTUYECKMX npenapa-
ToB. Hageemcs, 4To 3TO 6yaeT cnoco6CTBOBaTb
CO3[aHNI0 MPOU3BOACTBA [OOCTOMHbIX XMMMO-
\// npenapatoB U MeanLMHCKOro 060pya0BaHMS,
HO MNPV 3TOM He MOBEYET YXYALIEHNUS PE3Yib-
TATOB Nle4yeHuns 60nbHbIX. HUrae Tak, Kak
B [IETCKOM OHKOJSIOrMK, — OTpaciu, rae

\}

XMMUOTEpPANEeBTUYECKOE  NleYeHune
SBNISIETCH OCHOBHbIM, — OTCYT-

,~// CTBME HEeoOXOoAUMbIX neKap-
——— CTBEHHbIX MpenapaTtoB TaK He

CKa3blBaeTcqa Ha cyabbe nauueH-

TOB, CYLWECTBEHHO YyMeHbllas
lIAHChl Ha WX BbI3OPOBNIEHNE. 4
OTpagHo, 4YTO C Y4ETOM OCTPOM f
couManbHOM HamnpaB/IEHHOCTH '
Hallen cneunanbHOCTU rocynap-
CTBO W OGnaroTBopuUTENibHblE GOHAbI, HECMO-
Tps Ha AeBafbBalMiO HALMOHAbHOW BasoThl,
M3bICKMBAIOT BO3MOXHOCTWU AN 3aKYMKWU OpUrK-
HaNbHbIX 3apybexHbIx NpenapaTos, NOATBEPANB-
LLIKX CBOK BbICOKYIO 3QPEKTUBHOCTbL B MUPOBOW
OHKOJIOrMYECKOM NpaKTUKe.

HecmMoTpss Ha WMeloUMecs  CJIOXKHOCTH,
W3Hb NpoJo/KaeTcs. YBepeH, Mbl npeogone-
eM Bce npobnemMbl, NPOAOIKMB NEe4YnTb M cna-
caTb HawWx naymeHToB. pK BCexX CNOXKMUBLINX-
CcA OUHAHCOBbLIX WM MOMUTUYECKUX TPYOAHOCTHAX
1 O4YeHb HajelwcCb, YTO B HacTynawllem roay
[eTCKMEe OHKOJMIOrKM CMOryT ewe 60/ble cnio-
TUTb CBOU YCUJIUSL, MPOSIBUTb BbICOKYHO Hay4HYO
aKTUBHOCTb, BbIMOMHUTL 6GONbLUYIO MNpPaKTU4e-
CKY0 paboTy, NPUHATb y4acTue B pPSe KPYMnHbIX
Hay4YHO-NMPaKTUYECKUX MEPONPUATUIA, KOTOPble
OyayT opraHM3oBaHbl NOA arnaon geaepasbHbIX
Hay4YHO-uccnenoBaTe/ibCKUX LEHTPOB W Mpo-
deccroHasIbHbIX 06LECTBEHHbIX OpPraHmn3aLum.

B npenasepun HoBoro 2016 roga, B KaHyH
BCEMM JIOOMMOro npas3fHMKa S Xefako Bawm,
BalUMM POOHbLIM M BJIM3KUM, YTOObI BCE FOPECTU U
Heyaa4yu ocTalnch B npousiom, a HoBbIW roa npu-
Hec B BallX AJOMa pagocTb, cHacTbe, TeN0 M yioT!

YcnexoB B IMHHOWM }U3HU, NpodeCcCcnoHabHoO-
ro pocTta, cyacTbsi, 340POBbS M Nt06BK, Aoporue
Konneru v gpy3bs!

McKpeHHe Ball,

rMaBHbIW pefaKTop XypHana «OHKoneanaTpus»,
3amecTtutenb anmpextopa HAW A0

dIrbyY «POHL, um. H.H. BnoxmHa»

MuH3apaBa Poccuu,

rmaBHbI BHELWTATHbIW AETCKWUIA creuuannct
OHKonor Munnusgpasa Poccuu,

3aBefyoumMn Kabeapon 4ETCKON OHKONOMMK
BOY A0 «PMAIMO» Munusgpasa Poccuu,
npe3unaeHt POAO, akagemuk PAH B.T. NMonsakos
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HacneacTtBeHHble CUHAPOMDI,
accouuupoBaHHble C NoMNaMu U pasBUTUEM
3/10Ka4YeCTBEHHbIX ONYX0JIEN y leTeH

B ctatbe npejcTtaB/ieHa XapaKTepUCTUKa reHETUYECKU 06YC/I0BIEHHbIX aAE€HOMaTo3HO- U raMapTOMHO-
MOJIMMO3HbIX HacaeCTBEHHbIX CUHAPOMOB (CEMENHOro ageHomMaTo3Horo nosaunosa, lapaHepa, TypKoTa,
lenTua—Erepca) v WNPOKMI CNEKTP UX nposBaeHun y neten. CoBPEMEHHbIE AaHHbIE MOJEKYASPHO-
ro natoreHesa CHMHAPOMOB yKa3blBaloT Ha TO, YTO KaKAblk M3 HUX UMEET CBOK eHETUYECKYIO OCHOBY.
lpuBefeHbl CBEAEHUS O GEHOTUMN-FeHOTHIT KOPPENSLMM, KOTOPasi MOXKET C/IYKUTb OPUEHTUPOM HE TOJIbKO
BapuaHTa rnposiBieHns1 3abosieBaHusi, HO M BO3MOXHON €ro TSXKeCTH; rnpefctaB/ieHbl AaHHbIE N0 OLEeH-
Ke pUCKa pa3BUTUSI 3JI0KAYECTBEHHbIX ONyXOaen n Ux J0Kaam3auum y HocuTeaen CMHAPOMOB B Ppa3HOM
Bo3pacTte. [ cCBOEBPEMEHHOI0 pacrno3HaBaHUs naTtosioruu v Jyqllero rnporHo3a A5 Takux naumeHToB
Heob6xoAMM O0ObeAMHEHHbIN MOAX0A4 fNeauaTpoB, MPOKTO0roB, OHKOJ0roB, MOpP@O0roB, reHETUKOB U
MOJIEKYJISIPHbIX GMOJIOIOB.

KnoyeBble c/i0Ba: CHHAPOM ceMeHHOro ageHoMaTo3Horo nosuno3a, cuHapom lMeitya-Erepca, reHbl
APC un STK11, Heonna3um pa3HbIX JIOKa/IU3aLHH.

(Ansa untupoBaHus: Kasyockaa T.M1., bene H.®., Kosnosa B.M., Tampa3zoB P.U., duannnosa M.I.,
Epmunosa B.[., TpodoumoB E.U., KoHapaTtbeBa T.T. HacneacTBEeHHbIE CUHAPOMbI, aCCOLUMMUPOBAHHbIE C
nofMnamMun 1 pa3BUTUEM 3/10Ka4eCTBEHHbIX onyxonen y aeten. OHKkoneguatpus. 2015; 2 (4): 384-395.
Doi: 10.15690/0onco0.v2.i4.1465)

T.P. Kazubskayal, N.F. Belev3, V.M. Kozlova?, R.l. Tamrazovi, M.G. Filippoval,
V.D. Ermiloval, E.l. Trofimov2, T.T. Kondrat'eva?l

1 N.N. Blokhin Russian Cancer Research Center, Moscow, Russian Federation
2 Federal State Budgetary Institution Scientific Clinical Center of Otorhinolaryngology
of Federal Medical Biological Agency, Moscow, Russian Federation
3 Institute of Oncology of Moldova, Kisinev, Moldova

The Hereditary Syndromes Associated with Polyps
and Development of Malignant Tumours in Children

In this paper we characterized a wide range of manifestation of hereditary adenomatous and hamar-
tomatous polyposis syndromes observed in children (Adenomatous Polyposis (FAP), Gardner, Turcot
and Peuts—Jeghers). Modern data of molecular pathogenesis of these disorders confirms that each
of the syndromes has its own distinctive genetics foundation. The data of genotype-phenotype cor-
relation can serve as a reference point of the possible severity and the various manifestations of
disease. The joint approach of pediatricians, proctologists, oncologists, morphologists, geneticists
and molecular biologists is necessary for timely detection of a syndrome and the most favourable
prognosis for such patients.

Key words: Familial adenomatous polyposis, Peuts—Jegers syndromes, APC and STK11 genes,
neoplasms.

(For citation: Kazubskaya T.P, Belev N.F., Kozlova V.M., R.l. Tamrazov, M.G. Filippova, V.D. Ermilova,
E.l. Trofimov, Kondrat'eva T.T. The Hereditary Syndromes Associated with Polyps and Development of
Malignant Tumours in Children. Onkopediatria. 2015; 2 (4): 384—-395. Doi: 10.15690/0onco.v2.i4.1465)
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BBEJEHME

[eHeTMYeCcKM 0ByCNoBNIEHHbIE MYJIbTUOMYXONEBLIE
CUHAPOMbI MPEeACTaBASOT COOOW OTAENbHYIO Tpyn-
ny 3aboneBaHWi, XapaKTEPMUIYIOLMXCA NoanMnamu
B XeNnyao4YHO-KMLWEYHOM TPaKTe C BbICOKUM PUCKOM
pa3BUTUS paKa, B TOM YUCJIE U BHEKULLIEYHOM JIOKa-
nmM3auuun. 310 reteporeHHas rpynna HacneacTBEHHO
06ycnoBfeHHbIX 3a60/ieBaHUM — CeMeNHbIN afleHo-
MaTo3HbIM nonuno3 (CAI), cuHapom MenTua—Erepca,
cuHapom KayaeH, 10BEHW/bHbBIM MOMMNO3, HAcnencT-
BEHHbIM CUHAPOM CMELWAaHHOro rnoaunnosa, CUMHAPOM
baHasHa—Pannn—PyBanbkaba, Npu KOTOPbIX YacToTa
W JIOKanuMsauunsa ageHoMaTO3HbIX UK raMapTOMHbIX
NMOJIUNOB Yy MOPaXKeHHbIX MNauMeHTOB 3HA4YUTENIbHO
BapbupyeT. 3Ha4YMTEIbHO BapbMpyeT M PUCK pa3Bu-
TUS paKa pasiMyHbIX OTAENO0B Xenyao4HO-KULLIEYHOro
TpaKTa 1 ApyrMx opraHoB. ATU CUHAPOMbI MOTYT 6bITb
YCNOBHO pa3/eneHbl Ha aleHoMaTo3Hble U raMapToM-
Hble (Tabn. 1).

MHorne KAMHUUMUCTBI He npuaalT O60/blWOoro
3HAYEeHUA HacneacTBEHHbIM daKTopaM MpuU OLEHKe
BEPOATHOCTU Pa3BUTUA paKa, U 4YJieHbl CEMbMU, KaK
npaBuNo, TaKXe He 3HaloT O HaJlMiMKW TaKou ona-
cHOoCTK. OIHAKO KMHWYEeCKoe pacno3HaBaHne aTnx
CUHAPOMOB HEOBXOAMMO He TOJIbKO M3-3a BbICOKOIO
puYCKa CMEPTHOCTU OT MaJIurHM3aLUuMK MOJMMNOB, YTO
coctaBngeTt A0 1% KONoOpEeKTaNbHOro paka, HO TaK-
e M3-3a Yyrposbl pasBuTUs crneunduyecKkn acco-
LMUPOBAHHbIX BHEKMULLIEYHbIX HEOMNa3un, KoTopble
y NauMeHTOB B TeYEHUE XU3HU MaHUPECTUPYIOT B
pa3HOM Bo3pacTe. Kpome TOro, AN HOCUTENEN ITUX
CUHOPOMOB KJIMHWYECKOE TeyeHue 3abosieBaHud
MOXET CONMPOBOXAAaTbCA ONaCHbIMW OCNTOXKHEHUAMM,
TaKMMW KaK KpOBOTEYEHUE, MHBArnMHaLuns, o6CTPYK-
LUMS KMIWIEeYHUKa. 3a nocneaHue AecaTuneTns nayye-
HWe HacneACTBEHHO AETEPMUHUPOBAHHbLIX CUHAPO-
MOB MPUBENIO K OTKPLITUIO FEHOB, FrEpMUHaJsIbHbIE
MyTaunu KOTOpbIX npeapacnofnaratoT MHAMBUOOB K
crneunduyecKn accoumMupoBaHHbIM Heonnasunam,
a TaKXe K pa3paboTKe KIUHUKO-AMArHOCTUYECKUX
KpUTEPUEB 3TUX CUHAPOMOB. ITW OTKPLITUSA CTanu
HEeOOX0AMMbIM 3NEMEHTOM [ANId CBOEBPEMEHHOM
OWarHoCTUKW HacnNeacTBEHHOTO CUHApPOMa, onpe-

[eneHus MHAMBUAYalbHOMo0 pUcKa BO3HWKHOBEHMS
paKa, onTMMasbHbIX CPOKOB HabGMOAEHUA W afeK-
BaTHbIX GOPM NevyeHus.

Lenb wuccnepoBaHus: TnpeacrtaButb 0630p
COBPEMEHHbIX HanMbonee BaXXHbIX KIMHUYECKUX W
MONEKYNAPHO-FreHETUYECKNX OCOBEHHOCTEN TMpPO-
SBIEHUS TEHETUYECKU 0BYC/IOBJIEHHbIX CUHAPOMOB
CAI n MewnTtua—-Erepca, BO3MOXHOCTWU AMArHOCTU-
KW, MOHUTOPUHIA M Jle4eHns 3TUX 3aboneBaHumn y
neTen.

MATEPHUAJIbI U METOAbI

Au3aiH uccnegoBaHus

[lpoBeaeH peTpocCneKTUBHbIM aHanu3 cemen 41
nauneHTa, HaxoAMBLUMXCHA Ha 06cnefoBaHuK U eyve-
HWMM NO NOBOAY Pa3/IMYHbIX BApMaHTOB HaC/NeACTBEH-
HbIX MOMIMNO3HbIX CMHAPOMOB ¢ 1994 no 2014 r.

FfeHeanoru4yecKui aHanaus

KAWMHWKO-reHeanornyeckne CcBeaeHUs MonyYeHbl
0 273 poAcTBEHHMKax NepBoOw cTeneHu poactea. U3
aHanmMaupyemomn rpynnbl y 24 naumMeHToB Obljl BbiSBEH
CAIl, y5 — cuHgpom lapaHepa, y 3 — lMentua—Erepca.
Y 6 naumeHToB ¢ CAll gMuarHoCTMpOBaH KoMopeKTab-
HbI paK Ha GoHe ageHoMaTo3a, B TOM YMCe Y 2 U3 HUX
BbISIBNIEHbl METaXPOHHbIE MEPBUYHO-MHOXECTBEHHbIE
Onyxonu (KOJIopeKTanbHbIM pak U paK LWUTOBUAHOM
enesbl) Uy 1 — CUHXPOHHbLIM paK TOWen U ABEeHal-
LaTUNEepPCTHOM KUWKKW. MOJIEKYNAPHO-TEHETUYECKOE
TecTupoBaHue nposeaeHo y 11 pgeten M3 5 cemen
(4 cembn ¢ CAIll, ogHa — ¢ cuHAapomMom lapaHepa).
Kpome Toro, ncnonb3oBaHbl COBPEMEHHbIE iaHHbIE N3
PubMed, Medline (Bkntovatolime 0630pbl, OPUrMHaANb-
Hble CTaTbW, clly4an HabnaeHUN).

PE3YJ/IbTATbl U OBCYXAEHMUE

CeMelHbIi afeHOMAaTO3HbIW MNOJIUNO03

B HeKOTOpbIX FreHEeTUYEeCKN OOYCNOBNEHHbIX CUH-
ApomMax 3/I0Ka4eCTBEHHbIE OMYXOJIN ABNAOTCHA UHTET-
panbHOM 4acTbl: NMPUMEPOM SBNSETCH CEMEMNHbIN
afeHoOMaTOo3HbI MNOJNNO3 (CUHOHWUMBI: AUGPY3HbIN
ceMenHbIM nonnnos, 6one3Hb Schmieden—Westhues,
onucaHHas yxe B 1927 r.; OMIM 175100). 310 3a60-

Ta6nuuya 1. [eHeTHKa HaAc/eACTBEHHbIX MOIMNO3HbIX CUHAPOMOB [1]

CuHapom HacnepoBaHue Xpomocoma leH DyHKUUA

AfpeHOMaTO3Hble NOJIMNO3Hble CUHAPOMbI:

— CeMeNHbI aaeHoMaTo3Hbin nonuno3 (CAIM) AL 5021-22 APC TS

— cuHApom MapaHepa (GeHoTUNnYeCcKumn

BapuaHT CAI) AL 5q21-22 APC TS

— cuHApom TypKoTa (GeHOTUNUYEeCKUn

BapuaHT CAI) AL 5q21-22 APC TS

— «pas3xmeHHbl» CAl (beHoTUNNYECKUI

BapuaHT CAI) AL 5" end of bq APC TS
FamapToOMHbI€ NOJIUNO3HbIE CUHAPOMBbI:

— cuHapowm lMentua—Erepca AL 19q13.4,19p3.3 STK11, LKB1 TS

— IOBEHW/IbHbIV NOMNNO3HbIA CUHAPOM AL 18g21.1 SMAD4/DPC4 | Megaunatop

TGF-B
curHana
— cuHapom KayaeH A 10g23 PTEN TS
— cuHapom baHasHa—Pannn—PyBanbkaba AL 10923 PTEN TS

lMpumeyarne. CAIl — cemMelHbIn afeHOMaTo3HblM NoanMno3, A — ayTOCOMHO-AOMUHAHTHbIV TUM HAacneaoBaHUS.
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Puc. 1. Ty6ynspHO-BOPCUHYaTas afeHoMa C yMEPEHHON AUCNNasunen anutenus
lpumeyvaHme. OKpacKa reMaToKCUIMHOM-3031MHOM: A — 4x10, b — 10x10.

fieBaHMe MMeeT ayTOCOMHO-AOMUHAHTHbIW TUMN Hace-
[0BaHWA. XapaKTepu3yeTca Haavyvem 60/blioro
yucna (> 100) Ty6ynapHbIX U TYOYNSPHO-BOPCUHYATbIX
aZleHOM B TO/ICTOM KULLKE, C MUKPOaAEeHOMaMm1 MexXay
HUMMW, BbIIBASEMbIMU NPU TMCTONOIMMYECKOM UCCle-
noBaHuu (puc. 1, 2).

ATOTCMHAPOM C pacnpocTpaHeHHocTbio 1 K10 000
HOBOPOX/AEHHbIX  MPEUMYLLECTBEHHO  MOparkaeT
EHCKMUW MOJI, COOTHOLLIEHMNE YKEHLWMHbI/MYXUYUHbI —
17:1, 4TO 3HAYUTENIbHO MNpPEBbILAET TAKOBOE COOTHO-
lweHne B obuien nonynasumuun (3:1, COOTBETCTBEHHO).
XapaKTepu3yeTca MHOXEeCTBOM [MOJMMNOB, 03/10Ka-
yecTB/ieHMEe KOTopbiXx HacTynaeT B 100% cny4yaes, 1
MMEHHO MPU 3TOM CUHAPOME BO3MOXHA UAEHTUDU-
KalLns NOpaXKeHHbIX MHAMBWAOB A0 NOSIBNEHWUS paKa.
ApeHombl (B KonuyecTse oT 100 1 6o51ee) MOryT ObiTb
paccpenoToyeHbl MO BCEW TONCTOW KullKke. Kpome
TONCTOW, ail€HOMbI TOKaJIN3YIOTCA U B TOHKOM KULIKE,
BKJlOYasa ABEHaALAaTUNEPCTHYIO, a TaKXe B XenyakKe.
Mo cpaBHEHWIO C TONICTON KMULIKOW 3T NMOBPEKAEHUS,
KaK npaBwWJio, NoABAAIOTCS Ha 6onee No3gHeM aTane
W3HU 1 rOpa3i0 B MEHbLIEM KOMIMYECTBE.

Knaccuueckas ¢opma cuHgpoma. KnuHmyeckas
KapTMHa 3aboneBaHus BKJ4YaeT Tpu deHoTuna —
TSAXKENY, YMEPEHHO TAXENY0 U CNaboBbIParKEHHYIO

dopmy. Tsykenas (knaccuydeckasi) popma CAll xapak-
Tepnayetcd andody3Hbim nonmnosom (o1 2000 go
5000 nonvnoB), NPEUMYLLECTBEHHbIM MOPaXKEHNEM
JIEBOW MOJIOBWHbI TONCTOM KULLKKU, PaHHUM NMOSIBNIEHU-
€M MOJIUMOB U UX BbICTPON ManurHusauumen (puc. 3).
HemunHyemoe pa3BUTUE KOMOPEKTANIbHOrO paka Yy
TaKUX MauMeHToB npoucxoauT B Bo3pacte 35-40
netT. YmepeHHas (KnaccuyecKkas) popma onpenenser-
CSl Ha/lMiyMeM COTeH n 6oJsiee afeHOMaTO3HbIX MOMK-
NOB, TaKXe NOKaNn3yoLMXCS B AUCTaNbHbIX OTAENaX
TONCTOM KMUWKKU. U TpeTbs, cnaboBbipaxeHHas popma
CATll, Ha3biBaemas TaKKe aTTeHyMpOBaHHOM, UJIN CUH-
apomom ACATT, xapaKTepnayeTtcs HEGONbLIMM HYACIOM
(20-100) apeHoMm, B 60NbLIMHCTBE C/ly4aeB NIOKau-
3YIOLWMXCH B NPaBOW NONOBUHE TOJICTON KULLIKK, KOTO-
pble noaBnsAlTCA B 60nee no3aHem (ctapwe 15 ner)
Bo3pacTe. Y 10% HocuTenemn cMHapoma nepBbix ABYX
dopm nonunbl nosBagatTca B Bo3pacte Ao 10 neT, a
K 20 rogam aHoMasibHOE pa3pacTaHue TKaHew Haj
CNn3ncTon 060/104KOM pasBuBaeTca y 95% nauneH-
ToB. CeMelHbI# aHaMHe3 oTarouweH y 60blLMHCTBA
nauneHToB. AeHoMaTo3Hble Noaunbl 406pPOKayecT-
BEHHbIE, HO HEKOTOPbIE U3 HUX, ECNTN UX HEe yaansoT
XUPYPru4yeckum nytem, B cpeaHemM K 35 rogam *usHu
NMPOrpeccupytoT B KONIOPEKTabHbIM pakK [2, 3].

Puc. 2. Ty6yno-Bunne3Has ajeHoma npu CMHAPOMeE CeMeNHOro ajeHoMaToO3HOoro nNosiMno3a
MpumeyaHne. A — rucTonornyeckas okpacka reMaToKCUIMHOM-303MHOM, X100; b — LMTONOrM4yecKkui npenapar.
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Puc. 3. Anddy3Hbiv nonnnoa (Taxenas knaccuyeckas dopma
CeMenHOro afeHomMaTo3Horo Nnonnno3a)

Mo HawuMm AaHHbIM, Hanbonee paHHee O03/10Ka-
YeCTB/IEHWE OTMEYEHO Yy OJHOMo M3 MauUeHTOB C
cemenHon dopmown CAll, y KOTOPOro nonunbl 6bIn
[MarHoCcTMpoBaHbl B 4 rofa, KONOH3KTOMKUSA NpoBeae-
Ha B 14 net. PaKk ocTaBLUENCHA YaCTU MPSAMON KULLKMH,
BbISIBJIEHHbIV B MpoLecce HabnoAeHUs, yaaneH B BO3-
pacTe 21 roaa Ha paHHeW cTaauu pa3BuTus (puc. 4).

CuHapom CAIl — MynbTUMOMNYXONEBLIA CUHAPOM,
npyM KOTOPOM MauUMEHTbl UMEIT MpeapacnonoXKeH-
HOCTb K MOSIBJIEHUIO JO06POKAYeCTBEHHbIX U 3/10Ka-
YeCTBEHHbIX 06pa30BaHUN Me3eHXMMallbHOro, 3KTO-
JepMasibHOro M 3HAoAepMalibHOro MPOUCXOXKAEHUSA
B pasHbix opraHax W TKaHax. Jo 75% nauMeHToB C
CATll MMeloT BPOXKAEHHYIO TMNEPTPOPHUIO0 MUTMEHTHOIO
3NuUTeNUa ceTyaTtku rnasa, a y 10-15% passuBatoT-
cs gecmouHble onyxonu. lMocnegHue, Kak npaBuno,
NOSIBNSAIOTCH Yalle BCEro nocsne ornepauum Ha opra-
Hax GPIOLHON MOJIOCTH, HO TAKKe MOTYT BO3HUKHYTb
M CMOHTaHHO. B cembsiX NaUMEHTOB, MOPaXEHHbIX
CAIl, npecmouaHble onyxonn obHapyxuBatotcsa y 25%
pPOACTBEHHUKOB MEPBOM CTEMEHW POACTBA U AaXKe Y
8% — TpeTen cTeneHn PoaCTBa, YTO MOXET CNYXMUTb
[IOMNOMIHUTENIbHBIM MPU3HAKOM MNpPU UAEHTUUKALUK
CcMHApOMa. HecMoTps Ha TO, YTO 3TU OMyXoNu pea-
KO MeTacTa3upytloT, OHM 4acTo ABMAIOTCHA JIOKallbHO
WHBaA3WBHbIMKW, NpOpacTalT B 3abplolWMHHbIE Opra-
Hbl, TAKME KaK MOYETOYHWKMW, KPYMHblE COCYAbl WU
B CTEHKY KMLIKK, YTO MOXKET MPMBECTU K KULLIEYHOM
HEernpoxXoaAnMOCTH.

Puc. 4. CemeiHbIi afeHOMaTO3HbIM NOMNO3: ToTaNbHas
KONIOH3KTOMMUS

MpumeyaHne. Cnnsnctas 060104Ka TONCTOM KULWKK ycesiHa
6ecyYMCcNeHHbIM KONMYECTBOM aZleHOM («CUAAYMX» U Ha HOXKKaX),
KOTOpbIE NMOpaKatoT BClO AIMHY o6pa3Lia.

CuHgpom lFapgHepa. CoBMeCcTHOe NposiBNeHue
[EeCMOMIHbIX OnyxofieM ¢ MNoJnamMu  XKenyao4yHo-
KULWEYHOro TpaKTa, OCTeOMaMW JIMLEBbLIX KOCTEWN,
a TaKXe KOXHble GUOPOMbI OTHOCAT K CUHAPO-
My lapaHepa (Gardner syndrome), onMcaHHOMy B
1952 r., KOTOpbIM paccMmaTpuMBaeTCs KaK BapuaHT
CAl. OcHoBaHMeEM ANA AMarHo3a CHYXWT Kiaccwu-
yecKas Tpuaga: afeHOMbl TOJNICTOM KMULWKKW, KOXHble
GMOpPOMBbI M annaepMonaHbie KUCcTbl. Hepeako ob6Ha-
PYy>XMBAKOTCA KOCTHble aHOManuu (0OCTEOMbI 4epena,
KOCTHO-XPALWEBbLIE 3K30CTO3bl, KOPTUKAJIbHOE YTOJI-
uieHne TpybyaTbiX KOCTEM), aHOMasjlbHbI MPUKYC.
Cnenyetr OTMETUTb, YTO BHEKMULIEYHbIE MPOSABIEHUS
BeCbMa BapuabenbHbl U MOTYT pa3BUBaTbCH A0 pas-
pactaHua afleHOM B TOJICTOM KMLIKE. BepoAaTHOCTb
ManurHn3aumm HoOBOO6GpPa30BaHWM NPU AA@HHOM CHUH-
apome — ~100%.

Y HalWnX nauMeHTOB C CMHAPOMOM lapaHepa ocTe-
OMbl KOCTEW NWL@, KULIEYHble MOAWMbl U MOAUMbl B
)enyake o6HapyxeHbl B 12 1 16 neT. [puyemM y ogHo-
ro U3 HMX B BO3pacTe 23 neT 6bl1 AMarHoCTMpPOBaH
pakK enyaka. B cembax nmauMeHToB 6bliv yKa3aHus
Ha OMNyXOJIN XEeNyAO4YHO-KULWEYHOro TpaKkTa y poAcCT-
BEHHMKOB, OT KOTOPbIX OHWU YMWUPAJIU, HO B MOXKUIOM
(> 54 neT) BO3pacTe.

CuHgpom TypKoTa. [Ang nauymeHTos ¢ CAIll, a Tak-
e ON9 UX POACTBEHHWKOB OTMEYEH BbICOKUMM PUCK
pa3BuUTUS OMyxosien MneyeHu, B TOM YUCNe renaTto-
6/1acTOMbl UK TenaToLEIIONAPHOTO paKka, KoTopble
MOTryT BO3HWKaTb paHblle NOAUNOB (B 2- U 3-NeTHEM
Bo3pacTe). Kpome Toro, cyliecTByeT onacHOCTb BO3-
HWKHOBEHMS OMYXO/M MO3ra, KoTopas TaKxe Habnto-
[aeTcd B paHHEM BO3pacTe, 0 NOSBIEHUS MOJIUMOB.
[McTonornyeckn ato MoxeT 6biTb MeaynnobaacTtoma
(8 80%), nuHeobnacTtoma, acTpoLMTOMa MW afeHo-
Ma (MMHeanoma), Uin KUCTbl WUILKOBUAHOM ¥enesbl.
Ba)HO OTMETUTb, YTO Y HOCUTENS CUHAPOMa BO3MOXK-
HO COBMECTHOE MopaxKeHUe Onyxosn Mo3ra U NeyeHu.
CoyeTaHMe MHOXECTBEHHbIX a€HOM B TOJICTON KKLU-
Ke C OMnyxofiblo MO3ra M3BEeCTHO KaK rivMoma-nosnu-
MO3HbLIN CUHAPOM, UK CUHAPOM TypKOoTa, KOTOPbLIX
TakXe KnaccuodunumpoBaH Kak BapuaHT CAll. OgHako,
HECMOTPS Ha BbICOKUMW PUCK, 3TU OMYXONu Y naumeH-
ToB ¢ CAll BO3HMKAIOT peakKo [4, 5].

Ba)HO 0TMeTUTb, YTO BpOXKAeHHasa runeptpoodus
NMUIMEHTHOro 3nuTenusa ceTtdyaTku rnasa (BIM3C),
3NMAEPMOUIHbIE KMCTbl, aHOMannun KoCcTen n 3y60B,
OCTEOMbI, KaK NnpaBu/io, HE acCOUMMUPYIOT CO 3J10Ka-
YECTBEHHbIMW OMNYyXONAMU. 3N10KAYE€CTBEHHbIN NMOTEH-
umMan HecyT B cebe JecMOouaHble, aApPEHOKOPTUKAb-
Hble OMyXO/u, NONUNbl ABEHAALATUNEPCTHON KULLIKK
W enyaka, ageHoMbl nevyeHun. Onyxonu WMTOBUAHOM
enesbl, SAWYHWKOB, MNaHKpPeaTobUIMapHOM 30HHbI,
MO3ra ¥ MevyeHu npu aToM CMHAPOME YacTo MaHude-
CTUPYIOT KaK 310KayecTBeHHble [6-10].

BmecTe ¢ TeM OTMEYEeHbl cllyd4an COYEeTaHHOro
NoparKeHWUss pPakom WMToBUAHOM Kenesbl (PLUMX) u
BI'M3C. YacTtbim KomnoHeHToM CATll aBnstoTCca 406po-
Ka4yeCTBEHHbIE Y3/bl B WMTOBUAHOM xenese un PLLXK,
KoTopble nopaatT oT 2 Ao 11,8 n 38-79% naumeH-
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Puc. 5. ManunnsipHbli paKk WUTOBUAHOM XKenesbl y NaLUeHTKU ¢ CUHAPOMOM CEMENHOr0 a;leHOMaTO3HOro NoMNo3a
MpumeyaHme. OKpacKka reMaToKCUAMHOM-303MHOM: A — x40, b — x100.

TOB, COOTBETCTBEHHO [11]. KaK npaBuno, rucTonoru-
YeCKW — 3TO NanuNIapHbIM paK, HO B 1/3 c/ly4aeB OH
MMeeT KpUbpUPOPMHYIO CTPYKTYPY, KOTOpas No4vTh He
BCTpeyvaeTcs B o6uwen nonynaunn (0,2%). PLLUK Bo3-
HUWKaeT B 60s1ee MmonoaoM Bo3pacTte (20 neT) n umeet
61aronpusaTHbIM NPorHos [5, 12].

Y Hawen nauymeHTtkn ¢ CAIl ageHombl TONCTOM
KUILKKM BblIN AMarHoCTMpoOBaHbl B BO3pacTe 7 NeT.
AfgeHoMbl yoansnncb 3HAOCKOMMYECKM MO Mepe MX
BbifiBNeHWs. CybToTabHaaA KONIOHIKTOMUS C HasloXKe-
HWEM acLeHAOoPEKTaNbHOr0o aHacToMO3a BbIMOJIHEHA
B 14-netHem Bo3pacTe. B 16 net y naunMeHTKM obHa-
py*eHbl y3nbl B LUK, a B 17 — BbINO/IHEHA pe3ekK-
UMS WWTOBUAHOM enesbl MO NoBOAYy paKa | ctaguu.
Pegynbrat rucTonorMyeckoro uccnenoBaHna — aud-
depeHuMpoBaHHbIM NanuNgpHbIn pak (puc. 5). OTtel,
6onbHOM ymep B Bo3pacTe 40 neT oT nporpeccupoBa-
HWS paKa TONCTOM KMLWKK Ha poHe cuHapoma CATl.

Y apyron nauneHTku donnukynsapHoln PLLUMK, KoTo-
pbli cTan NepBon MaHudbecTaunen 310Ka4eCTBEHHO-
ro deHoTuna, BoigBAEH B 19 neT (puc. 6). Y AeBYLIKH
OnarHoctmpoBaHa BpoxaeHHas BITIOC. B Bo3pacTte
27 neT BbINOSIHEHA FEMUKONIKTOMMSA MO NoBoAy nep-
BMYHO-MHOXECTBEHHOIO CMHXPOHHOIO KOJIOpPEeKTab-
HOro pakKa (BblcOKOoANDDEPEHLMPOBaAHHAA aleHo-
KapunMHOMa W MHOXECTBEHHblE aeHOMbl TOJCTOM
KULLKK C MPU3HaAKaMn MalnrHnsaumm).

CnepyeT oTMeTuTb, 4To ¥ 1/3 nauuneHtoB ¢ CAIl
PLLUX amarHocTMpyeTcs nepBbiM MO OTHOLIEHUIO K
MAEHTUPUKaALMM CUHAPOMA, YTO SBASETCH OCHOBa-
HUEM AN NOWCKa aIeHOM B TOJICTOM KULIKE Yy NuL, C
paHHUM pa3BuTMem PLUM. BaxeH v TOT daKT, 4to y
nauuneHToB ¢ CAl MmoxeT HabnoaaTbCca Kocerperaums
(oT nat. co — ¢, BMecTe u segregatio — oTaeneHne —
COBMECTHOE HaclieoBaHWe [ABYX NMPU3HAKOB) OMyXo-
nen mo3ra v nanunngpHoro PLUXK [13]. MHTepecHbIM
aBnaeTcs HabflaeHWe, AEMOHCTpUpytollee, 4To Yy
poacTBeHHMKOB naumeHToB ¢ CAll, accouumMpoBaH-
HbIM C OMyXONsIMKM MO3ra, nevyenun, nam PLLUXK B cove-
TaHuu ¢ BITIOC BbLIGBNAAN Te e camble onyxonu /
nonunbl KnwedHuka unun BIM3C [9]. CnegoBaTenbHoO,
Hanu4yue BITIAC y nauuneHTa ¢ CAl MoxeT cBuaeTeNb-
CTBOBaTb O BO3MOXHOM MOSIBIEHWUM 3/10KAYECTBEH-

HOro npouecca He Tonbko B WK, HO 1 B Apyrux opra-
Hax. [pu TpeTben, cnaboBbiparkeHHon dopme CAIl,
BHEKMWIIEYHbIE MPOSIBNIEHMA BCTpPEYalOTCA Peako, a
PUCK pas3BUTUA KOJIOPEKTANbHOINO paKa 3aBUCUT OT
TSXECTU NopaxeHus nonmnamu. Nonunbl, Kak Hanbo-
Jiee NOCTOSHHbIM KOMMOHEHT CMHAPOMa Yy NalneHToB
¢ CATll, MOryT BO3HWKaTb B XeNlyaKe U ABeHajuaTu-
NEepPCTHOM KULLKeE.

MonekynsapHo-reHeTU4eCKaa OCHOBa CUHAPO-
ma CAIL. lNpeapacnonoxeHHocTb K CAll Bbi3biBaeTCH
repMmmvHanbHon MyTauunen B reHe APC (Adenomatous
Polyposis Coli), KOTOpbI MAEHTUOULMPOBAH Ha XPO-
Mocome 5q21 B 1991 r. [14, 15]. l'eH APC oTHOCHKTCS
K reHam-cynpeccopam, COCTOUT U3 15 3K30HOB (Npu-
4yeM 3K30H 15 3aHumaeT 3/4 KOAMPYOLLErO CUKBEH-
ca). leH APC KoanpyeT NpOTEUH C MOJIEKYNSAPHON Mac-
con 311.8 kDa 1 aBnseTcs OCHOBHbIM PErynsaTopom
B Wnt-curHanbHOM MyTU. ABJISSCb YaCTbio MPOTEUHO-
BOro Komniaekca, reH APC y4yacTByeT B peryimpoBa-
HuM docdopunMpoBaHUs U aerpajaumu B-kaTeHuHa.
APC-npoTenMH urpaeTt K4YeBYIO pPOSib B aAresvu
3NUTENNabHbIX KIETOK MOCPEACTBOM CBS3blBaHUSA
¢ E-KagrepMHoM u MUKpPOTpyGOYKaMu, perynupyet
MWUrpaLmio KNETOK Ha KULWEYHbIX KpunTax, npoande-

Puc. 6. DonnmKynapHbIi paK WUTOBUAHON KeNesbl y NauMeHTKH ¢
CUHAPOMOM CEMENHOro aieHOMaTO3HOoro Noanno3a
lMpumeyaHne. OKpacKa reMaToKCUIMHOM-303UHOM. X40.
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pauuto, y4acTBYET B arnonTto3e, nepefade BHyTpUKIE-
To4Horo curHana. Kpome toro, reH APC aBnsietcs npo-
MOTOPOM CTabuIbHOCTU XpoMocoM [16, 17].

MyTauum B reHe APC B GONbLWINHCTBE ABNSAIOTCS
60/blWINMK  AEeNeLnsIMn, KOTopble TPYAHO BbISBUTD.
Yauwe Bcero repMuHanbHble MyTaLMK BKIKOYAIOT BHY-
TPUTEHHbIE UHCEPLMK, AENEL N, Bbl3bIBalOWME CABUT
paMKW CYMUTbIBaHWSA, TOYKOBble MyTauWW, NPUBOAS-
LMe K NpexaeBpeMEHHON TeEpMUHALMKN CUHTE3a 6en-
Ka U GYHKUMOHaNbHOM MHaKkTuBaunn APC-npoTeunHa.
K HacToslemy BpemeHn n3sectHo 6onee 900 myTa-
uMn. YTo KacaeTtca MauMeHTOB cO cnaboBbipaXKeH-
Hon ¢dopmon CAll, TO y HEKOTOPbIX M3 HWUX BbISBASIOT
MyTaumm B reHax APC unv MUTYH, npv 3TOM NpoOayKT
nocnefHero y4yacTByeT B 9KCLIM3MOHHOW penapaumu
OHK, a 6uannenbHble MyTauMM Ha AaHHOM yyacTke
npuBoadAT K passutuio CAl. Ecnn HacneaCcTBEHHbIe
HapyleHUss He BbIABJAIOTCA HU B OAHOM W3 YyKa-
3aHHbIX TEHOB, O4HOW U3 MPUYUH CTOUT paccmaTpu-
BaTb 6OMblUYIO Aefneunto, Beayllylo K yTpaTe reHa.
MHTepecHO OTMETUTb, 4TO Y nauueHToB ¢ CAll noTte-
ps dyHKUMKM reHa APC HaymHaeTca C repMUHanbHOM
noTepu OOHOro annens reHa, npeobpa3oBaHUs BTO-
pOro 3aBUCAT OT MeCTa PacrnoJioXeHUsd NepBon MyTa-
UMK, NoKkasaHo, YTO y HOCUTENEN MyTal MK B KOAOHaX
1194-1392 BTOpas KOMUSA reHa yalle yTpaynmBaeTcs
nyTemM KpynHbIX Aeneunin. Mytauunu BHe 3TOro perno-

Ha HanboJsiee 4YacTo — TOYKOBbIE, KOTOpPble NPUBOAAT
K npexaeBpeMeHHoMYy cuHTe3dy APC-6enka. Ho yem
61MKe MyTaumsa pacnofnioxeHa K KogoHy 1300, Tem
Bbllle BEPOATHOCTb AENEUMMn U TMOJIHOMO BbIKJIOYE-
HMA BTOPOM KOMWKM reHa, BAEKyLWEro 3a cobon npu-
obpeTaemMoe KJIETKOM CeNeKTMBHOE MpPenmyLecTBO
[18]. UMeHHO NO3TOMYy MWMKPOCKOMMYECKWE MOAnMbI
Yy HOCUTENS 3TUX MYyTaLWUM HEUOEHTUYHbIE U PACTYT C
Heo4MHaKOBOWM CKOpOCTbto. Kpome Toro, aHanma paH-
HUX ageHoMm (3 mMMm) oT 6onbHbix CAIl ¢ M3BECTHbIMMU
MyTaumsmu B reHe APC noKkasarn, 4To ANng AanbHenue-
ro pa3BuUTUA TyMOpOreHesa Heo6XoAMMbl OOMOSHU-
TeJibHble COBMECTHble BO3[JENCTBUA pasHbix aKTo-
poB cpefibl, MOANDULMPYIOLLUX TEHOB, NPUOBPETEHNS
MyTaumn B reHax K-Ras, TP53, neneuum xpoMocom
18q 1 1p, BAMSIOUME Ha Pa3Hble NyTU GYHKLMK FrEHOB
W Beadyllne K HapacTaHUIO XPOMOCOMHOMN HecTabuib-
HocTM [19].

fepMuHanbHble MyTaumn B reHe APC — npuyunHa
LLMPOKOro CNeKTpa KIMHUYECKNX NPOABIEHUI 3a60-
JleBaHUSA, KOTOpble B TeYEHUE KU3HU MaHUbecTu-
pytoT B pa3HOM BO3pacTe, a TAXKECTb MPOABIEHUA
CMHOPOMa 3aBWCKUT OT Tuna MyTauum B reHe APC.
B Ttabn. 2 npuBeaeHbl AaHHbIE pa3HbiX aBTOPOB MO
NloKanuM3daumam mytaumin B reHe APC v cBsi3aHHble
C HAMUW BO3MOXHble GEHOTUMUYECKUE MPOABJIEHNSA
3aboneBaHus.

Ta6nuua 2. PeHOTUN-reHOTUN KOPPENaLus Npu CUHAPOME CEMEVHOMO aleHOMaTO3HOro NoaMNno3a

MyTauuu B KogoHax reHa APC

®deHoTUN NposiBieHUs 3a6osieBaHUs

JIuTepaTypHbIit UICTOYHUK

KopoHbl 1250-1464 1 1309

TaxKenbiv (Knaccnyeckum) beHoTun:
> 2000, paHHee nosiBAeHWe NoAMNoB (NPody3HbIN
nonuno3 — 5000 nonvnoBs) n 6bicTpas
ManurHmsauns

Friedl W., 2001 [18]
Nugent K.P., 1994 [19]
Spirio L., 1992 [20]

KopoH 1309

PaHHee pa3BuTHe paKa

Nugent K.P., 1994 [19]

KogoH 157-311
KopoH 412-159
KopoH 1400-1580

YMepeHHO TaxKenas (Knaccunyeckasn) popma
3a6oneBaHusa: 100-2000 nonunos (He3aBUCHUMBbIN
daKTop NporHo3a KoNopeKTaabHOro paKka)

Friedl W., 2001 [18]
Soravia C., 1998 [21]

KopoH 1-57, 78-167 v KOAOH
1581-2843;

KopoHn 311-412

KopgoH 1387

JNlerkas popma: aTTeHynpoBaHHasa popma
3a60/1eBaHUSA CO CPABHMUTENIbHO HEGOBLIMM YUCIIOM
NofMMNOB M PEAKUMU BHEKULLEYHBIMU MPOSIBIEHUSAMM

Soravia C., 1998 [21]
Nieuwenhuis M., 2007 [22]
Pang C.P., 2000 [23]

KopoH 1458-1578, 564

Monunnbl fHa KenyaKa

Bertario L., 2001 [24]

KoaoH 1395-1493 v ap. pernoHsbl

AZleHOMbl ABEHAALATUNEPCTHON KULLKK -

KoaoHbi1310 1 2011
KogoHbl 1444-1578 u
B [1pYrMX PErMOHaX reHa

PrcK gecMounaHbIX onyxonen, oCTeoMbl KOCTEN
(c 60NbLLION YaCcTOTOM pa3BMBalOTCA AECMOUIHbIE
ONyXoJin y ileTen)

CaspariR., 1995 [25]

KogoH 216 1 283
KogoH 311-1444
KogoH 413

KogoH 463 no 1387

BpoxaeHHasa runeptpodusd NMrMeHTHOro anuTenng
CeT4HaTKM rmasa

Sieber 0.M., 2000 [26]
Pang C.P., 2000 [23]
Truta B., 2003 [27]

KopoH 140-1220 (1309)
KopoH 457 n 1444

ManunnsapHbIn paK WUTOBUAHOM ¥enesbl

Cetta F., 2000 [5]
Sieber 0.M., 2000 [26]

KogoHbl 140-1220
KopoH 1284, 1427

Onyxonu LeHTpanbHON HEPBHOW CUCTEMBI

Cetta F., 2000 [5]
CaspariR., 1995 [25]

Kopon 1230 unun 1061
KomoH 141, 213, 215, 275, 302

Pak neyenu (renato6nactoma)

Cetta F., 2000 [5]

KopoH 934, 976 n 1067

Puck paka oBeHaguaTtMnepCcTHOM KULLIKK

Caspari R., 1995 [25]




NEKUNA

Kak BMAHO M3 Tabauubl, HECMOTPS Ha [0BOJb-
HO HEeYeTKMe rpaHulbl MHTepBanoB reHa APC mMex-
Oy TSXKENoW U Knaccuyeckon GopmMon MpoaABIEHUSA
CUHApPOMa, OOGHapyXeHHble B reHe MyTauuu MoOryT
C/IYXXUTb OPUEHTUPOM AJi ONpefesieHUs BO3MOX-
HOW TAXECTU U BapuaHToB deHoTuna. And aTTeHyu-
poBaHHOM ¢dopmbl CAl rpaHuLbl MHTEPBANOB B FrEHE
APC ycTaHOBNeHbl: 6onee nerkoe TeyeHue 3abosne-
BaHWUS OODBACHSAIOT COXPaAHEHHOW 3JKCMpeccuen alb-
TEpPHaTUBHO CMJIanCUHIoBOro TpaHcKkpunTa reHa APC,
He cofepXallero MyTauuu, Tak Kak B ero cocraBse
HeT 9K30Ha 9 [20, 21]. Ha ocHOBaHMW NOAYYEHHbIX
KOppensaunm MOXKHO OLEHUTb PUCK Pa3BUTUA paKa U
nnaHMpoBaTtb NevyeHne nauuneHToB ¢ CAIll. Tak, rep-
MWHasbHaa MyTalus, BbiIIBNEHHAs B OAHOM U3 KOAO-
HoB 1250-1464, npeanonaraeTt 60/ee arpeccuMBHbIe
MEeTO/bl S1e4YeHUs, OCOBEHHO HapylleHWss B KOAOHEe
1309, KoTopble acCOLUMUPOBAHbI C PAHHUM Pa3BUTU-
€M paKa TOJICTOW KULLKK [D].

NHTEpPECHO OTMETUTb, YTO FrepMuHasibHble MyTa-
umn y 60nbHbIX ¢ CAIM M 3amMOGpUOHaNbHbIM paKoMm
neyeHu (renatob61acTomMomn) B 6GONbLIMHCTBE Cly4YaeB
nokanuaytTca B 5 kogoHa 1230 wnm kogoHe 1061,
a rnpu coyeTaHHOM MOpPaXKEHUWU y OJHOIo U3 naLueH-
ToB ¢ CATll, onyxonbio MO3ra M pakom MevyeHu myTta-
ums B reHe APC 3aTparvBana TOT e CaMbli PETUOH,
KaK npu renato6nactome [5, 9]. Kpome Toro, nokasa-
HO, 4TO puck PLUXK B ocHOBHOM 06YCNOBMIEH rEpMU-
HanbHOM MyTauunen B 5’ KOHUe 3Kk30Ha 15 reHa APC,
KoTopag CyYMTaeTcs «ropsyen ToyKon» reHa [5]. lMpwu
3TOM TeCcTUpoBaHUe reHa y nauneHtoB ¢ CAIM n PLUXK
BbISIBASIO TAKKE MyTaLMKU B 3K30Hax 4, 8 n 9, n 6bino
NOKa3aHo, YTO OHM MOTYT BCTpPeYaTbCs Ha NPoTaAKe-
HWUW BCEro CTPYKTYPHOrO yyacTKa [22, 25].

KnuHuyeckas pAMarHoctuKa Heomjasum npu
cuHapome CAIN. KnuHuyeckun pauarHos CAIl He
npeacTaBnseT ocobbiXx TPYAHOCTEN M MOATBEPKAAET-
CH MPU KOJTIOHOCKOMUW BbIIBIEHWEM MHOTOYUCTIEHHbIX
NMOJINMOB Y Y1EHOB CEMEN NOCTPaAaBLUMUX NaUUEHTOB.

[eHeTMYeCcKoe TecTMpOoBaHWE HavyuHaloT C 4YleHa
CeMbW — HOCUTENd cuHApOMa, APYrUX POACTBEHHM-
KOB TEeCTUPYIOT B Ciydyae uaeHTUudbuKauum myTtauuu
B reHe APC y HocuTens. PUCK HacnegoBaHWsa repmMu-
HanbHOM MyTaLMK NOTOMKaMu cocTtaBaseT 50%, Kak
M npu Nto60M Apyrom ayToCOMHO-A40MUHAHTHOM 3a60-
neBaHun. fepMUHanbHasa MyTauua obHapyxuBaeTcs 'y
30-80% nauuneHToB ¢ CAll, ay 30% oHa BO3HUKaeT
de novo unu B pesynbtate Mo3anlnsmMa.

Ecnu y nopa)eHHOro nonvnamu nauueHTta myTa-
LUMs He o6Hapy»KeHa HU B reHe APC, Hu B reHe MUTYH,
POACTBEHHWMKM NEPBON CTEMEHM POACTBa 06CNeaytoT-
CSl TaK e, Kak nauuneHTbl ¢ CAll. Ecnu myTaums obHa-
py>eHa, BCEM POACTBEHHUKaM, NOAO3PUTENBbHbLIM Ha
CAIll, npoBoautca npsmoe TectupoBaHue AHK, npu
3TOM MOHUTOPUHI BKJIIOYAET €XXEerofHyt KOJIOHOCKO-
nuto ¢ 6uoncuer NonunoB, HavynHag ¢ 10-12-neTHe-
ro Bo3pacTa Kaxable 2 roga BnnaoTtb Ao 35 net. [Ans
POACTBEHHUKOB KOJIOHOCKOMUIO cnefyeT HavyuHaTtb
¢ nybepTaTHOro Bo3pacTa WM OpUEeHTMpPOBaTbCA Ha
TakuMe CUMNTOMbI, KaK Anapes, 6011 B XXMBOTE, KPOBb

B CTy/le, MeTaboNIM4ECKME PACCTPOMUCTBA (CHUXKEHUE
ypoBHeW 6enKa, XxonectepuHa, rmnokaamemus), amc-
6aKTepnos, BTOPUYHBIN MMMYyHOAEDUUMT. B cembsx,
raoe MMerTcs OAMH WKW ABa 4YieHa ceMbM CO clabo-
BblpaxkeHHon dopmon CAll, o6¢cnefoBaHMe HaunHatoT
B 60/5ee No3AHEM MOAPOCTKOBOM BO3pacTe (nocne
15 neT). SHAOCKONMIO }enyaKa, TOHKOM KULKN PEKO-
MEHA0BAaHO Ha4yMHaTb ¢ 25-30 neT B 3aBUCUMOCTH
OT HaMAEHHbIX KJIMHUYECKUX MPOSABAEHUA WM MOBTO-
paTb Kaxable 2—3 roaa ao 50-neTHero Bo3pacrta. 1o
JaHHbIM IUTepaTypbl, y NauMeHTOB nocne npodunakx-
TUYECKOW KOJIOHIKTOMWU paK ABeHauaTUNepPCTHOM
KULWIKW SBNSETCA NUMAMPYIOLWLEA MPUYNUHONU CMEPTH,
M Haubosee paHHWUM BO3pPacT [AWArHOCTUKW 3ITOro
paka oTmedeH B 17 net [26]. MNonunbl B 061acTt gHa
eNyaKa TaKMe CKNOHHbl K mManurumldauuu. Ecnv B
KULLIEYHUKE NMaumeHTa nonmnosB 60blle, YEM MOXHO
yaanuTb, PEKOMEHAYETCA KOIOHIKTOMUS C UNEOPEK-
Ta/lbHbIM @HAacTOMO30M ¥ NocneaylWmm HabntogeHn-
€M 3a NPAMON KULIKOM, UK NMPOKTOKONOHIKTOMUSA C
nocnenywouwmum nieoaHalbHbiM aHacToMo30M [23].

YunTbiBasi BbICOKMM PWUCK pas3BUTMA renatobna-
CTOMbl Yy [AeTel, aHanu3 ypoBHA o-deTonpoTenHa
M ynbTpa3ByKoBoe wuccrnegosaHve (Y3W) opraHoB
OPIOLIHON NOMOCTM HEOOXOAMMO Ha4YMHaTb A0 2 NeT,
NOBTOPATb Kaxable nonroga A0 6 NeT; y HEKOTOPbIX
onacHOCTb 3a60/1eBaHuKsa coxpaHsaeTcs Ao 15-neTHero
Bo3pacTa. O6¢cnenoBaHne rofoBHOMO MO3ra HaudnHa-
toT nocne 2 net. Cneayet NOMHUTb, YTO BblleNepeYm-
C/IEHHbIE OMYXO/M MOryT BO3HWKaTb [0 MNOABJIEHUA
MOSIMMOB B KMLIEYHUKeE. YKa3aHuKs Ha renatobaacTomy
OZIHOTO M3 YIEHOB CEMbM CNTYXUT NOBOAOM AN4 Ha4va-
na ob6cnefoBaHMs nauMeHTa ¢ 6-mMeca4yHoro Bo3pa-
cta ¢ JHK-aMarHoCcTMKOM Ha HOCUTENbLCTBO MyTal MM
B reHe APC, exerogHoro nanbnaTtopHoro o6cneno-
BaHua WK, HauynHag ¢ Bo3pacTta 15 neT, u Kaxkable
3 roga — Y3U LWXK. Mpu Heo6X0AMMOCTH MCMOSb3Y-
0T TOHKOWUIONIbHYIO 6uoncuto. Cneayet NOMHUTb, YTO
Yy HEKOTOpPbIX MaLMeHTOB U WX POACTBEHHWKOB BCe
BbllleyKa3aHHble OMyXonau MOryT UMEeTb COYETaHHble
nposaBfeHus. TuwaTenbHoe exerogHoe o6cnegoBaHue
WMTOBUOHOM }ene3bl PEKOMEHOYETCH TaKXe, Koraa 'y
nauneHTa M Koro-nmbo n3 4JeHoB ero CEMbU MMe-
€TCH BPOXJEHHas runeptpodus cetyaTtku rnasa mnm
B C/ly4yae, ec/iv repmuHanbHas MmyTaumsa B reHe APC
ob6HapyXnBaeTcs B KogoHax 463-1387.

PaHHen gnarHoCTMKE W NNaHUMPOBaHUIO NeYeHUd
nauneHToB ¢ CAll cnoco6CTBYyeT He TONbKO 3HaHue
BHEKMLWEYHbIX [06POKaYeCTBEHHbIX W 3/10Ka4vecT-
BEHHbIX MPOSABAEHUI K accoLMaLmMn MeXay HUMKU NpK
3TOM 3a60/ieBaHWK, HO U BbIIBIEHWE FreHOTUN-DEHO-
TUM KOppensaunn y Hocutenen mytaumm B reHe APC.

CnepyeT NOAYEPKHYTb, YTO FEHETMYECKOEe TECTU-
poBaHWe MN03BONSET OOHapPYHWMTb GECCUMMMTOMHbIX
POACTBEHHWKOB MePBOM CTeNeHW poacTBa MauueH-
ToB ¢ CAIll. PoacTBEHHMKM GOMbHbIX, Y KOTOPbIX Npu
reHeTM4EeCKOM TeCcTUpOBaHUM He Oblna BbligBlEHa
MyTaums reHa APC, He JOMXHbl NOABEPraTbCs exe-
roAHOMY 3HIOCKOMUWYECKOMY CKPUHWUHIY: PUCK pas-
BUTUSA KOJNIOPEKTA/IbHOTO paKa Yy HUX paBeH TaKOBOMY
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Puc. 7. lamapTOoMaTO3HbIM NOAUN CUTMOBUAHON KULIKHK
(cnHapom Mentua—Erepca)

B nonynauuun. KoIOHOCKONUS y 3TUX NtoJei AoJIKHa
BbIMONMHATLCA, KaK 1 Y UL, C NONYNALUOHHBIM PUCKOM.
KoxHble GUOBPOMbI U 3NMUAEPMOUIHbIE KUCTbI, UMNO-
Mbl, MHOXECTBEHHbIE OCTEOMbl KOCTEM nuua, 4alle
HUKHEN YesoCTH, aHoManuu pocTa 3y6oB, I0BEHWUSTb-
Hble Ha3odhapuHreanbHble aHIMOGUBPOMbI HE HyXKAa-
IOTCSA B aKTUBHOM JIEYEHUW.

Cunppom MenTua-Erepca

CuHapom Mewntua—-Erepca (OMIM  175200;
Peutz-Jeghers syndrome) OTHOCUTCH K CHUHAPO-
MaM MHOXECTBEHHbIX ramMapTOMaToO3HbIX MOAUMNO-
30B. Hacnepyetca cMHOPOM TaK e no ayTOCOMHO-
[OMWHAHTHOMY TWUMY C BbICOKOW MEHETPaHTHOCThIO.
PacnpocTpaHeHHOCTb ero, No AaHHbIM pa3HbiX aBTO-
poB, coctaBnget ot 1 kK 50 000 go 1 kK 200 000 HoBO-
POXAEHHbIX [28]. My»4YMHbI W KEHLMHbI NOpa)katoT-
CcA NPUMEPHO C OAMHAKOBOW 4acToTOW. B oTnnyune ot
npeabliaywmx CUMHAPOMOB NOAUMbI NPXU AaHHOM 3a60-
NleBaHWUM NpeacTaBastoT CO60M NCTUHHbBIE FraMapTOMbl
(BO3MOXHbI aIeHOMbI) U MOpaXKatoT BCe OTAEbI XKeny-
[OYHO-KUILEYHOro TpakTa. lamapToma — y3/0BOe
ob6pasoBaHue, BO3HUKalOLLeE B pel3y/nbTaTe Hapylle-
HUS 9MOPUOHANbHOTO Pa3BUTUSA OPraHOB M TKaHEW,
COCTOSILLEE U3 TEX e KOMIMOHEHTOB, YTO M OpraH, rae
OHO HaxoAMTCH, HO OT/IYaeTCs CTerneHblo AuddepeH-
LUMPOBKKU. MaKpOCKOMMYECKM BbITNSAAUT KaK MNoaum
BULWHEBO-KpACHOro ugeTa (puc. 7).

CuHpapom [lenTua—Erepca TakKe CBA3aH C BHe-
KULIEYHbIMW MPOSABNEHUAMU — MNUTMEHTaUMEN Cn-
3UCTON 060/I04KM Ty6, POTOBOW MOMOCTH, a TaKKe
NlajoHen, noaows, NepuaHanbHoM obiactv U Bnara-
vwa. 3TU NopaKeHus, Kak npaBuio, NosBAsoTCS
npyv POXAEHWW WAN OOCTUIKEHWM TMOSIOBOM 3pEeno-
CcTU. TlauMeHTbl TaK)Ke MoJBepPKeHbl NMOBbILEHHOMY
PUCKY pa3BUTUSA pPas3iMyHbIX OMyxoneBbiX 3aboneBa-
HWUW, BKJOYaAs paK Xenyao4yHO-KMULIEeYHOro TpakTa,
MOJIOYHOW esne3bl, SUHHUKOB, LENKN MaTKKU, MaToY-
HbIX TPYO, WMWTOBWOHOMN KeNe3bl, NErkux, *}en4yHoro
ny3bIps, KeN4yHblX NPOTOKOB, MNOAXENYAOYHON XKene-
3bl M gnyek [29]. Hanbonee 4acTo ManuMrHM3npyoTcs
NOMUMbI XenyaKa 1 TOJICTON KUIWKK. OnNucaHbl pegkue
cny4yaun pa3BuTUS Y 60NbHbIX C CMHAPOMOM [enTua—

Erepca paka ABeHagLaTMNEPCTHOM KULIKK, TaKXkKe
BbICOKa 4acToTa MepBUYHO-MHOXKECTBEHHbIX 3/10Ka-
4eCTBEHHbIX HOBOOOGpa3oBaHui [30].

KnuHuyeckaa KapTuHa 3a6oneBaHusi. OgHou
M3 [NTaBHbIX OTIMYUTENBbHbIX XapaKTEPUCTUK CUHAPO-
Ma ABASIOTCS MOAWMbl, KOTOPble MOMYT HaXoAUTbCH B
noboM oTaene nuileBapuTenbHOro TpakTta. Monavnbl
(o1 1 po 100, pasmepom o1 0,1 Ao 3 cM B AnameTpe),
KaK npaBuio, 4o6pOKayYecTBEHHbIE, pa3BMBAKOTCA Yy
90% nauuneHToB, ay 1/3 BbigBnsatotca kK 10-13 rogam.
Kpome Toro, MmectomM noKanusaumm HoBoo6pa3oBaHum
MOryT 6blTb HOC, GPOHXM, OpraHbl PEenpoayKTUBHOM
CUCTEMbI, MOYKHK, YpETPA, MOYEBOW U HKENYHbIV Ny3blPb.

Mpn rMCTONOrMYECKOM MCC/IE0BAHMUN KUILIEYHUKA
MOXHO paccMOTpeTb HOpPMalibHble KNETOYHblE 3ne-
MEHTbl MULEBAPUTENBHOINO TPaKTa, HO C M3MEHEH-
HOM apXMTEKTOHWKOM, OBYC/IOBAEHHOW 3NOHrauuen
NAACTUHKKN 3NUTENNAIbHOrO KOMMOHEHTA CINM3UCTOMN
060/104KN KULIKKM B CTPOMY Mosivna u pa3BETBEHMU-
€M rMagKOMbILIEYHbIX BOSIOKOH, YTO CO3aeT KapTUHY
WHBA3WKU 3NUTENUA B TOJLWY KULWEYHON CTEHKKU [27,
31]. Apyras oCOB6EHHOCTb CUMHAPOMa — MeNaHUHO-
Bas NMrMeHTaumnsa (ot 1 4o 5 MM B AMamMeTpe) Kopuy-
HEBOro WW CBETNI0-KOPMYHEBOrO LIBETA Ha rpaHuue
KOXMW 1 CIIM3UCTbIX 060104EK (TUMMYHO ANS ry6 U LLEK;
puc. 8), nepnaHanbHOn 06/acTh, Ha NagoHAX U NOA0-
LBaX, CIM3UCTON 060N0YKE KULLKM.

[MnepnurMeHTaumMsa BO3HWUKAET MNpWU POXKAEHUM,
MOXKET NOABATLCA HA MECTe TpaBMbl, BOCNAJIEHUS U
6negHeTb / ucyesatb K Ny6bepTaTHOMY NEPUOAY MK C
BO3pacToM.

[aMapTOMHbIV NONNNO3 B KULIEYHOM TPAKTE MHOT-
[la COMpOBOXAaeTCsA TAXEeNbIMU OC/IOKHEHUAMN —
M3bA3BMIEHUSMU, KPOBOTOYEHMEM, TaKKE MOXKeT
Bbi3blBaTb KWLWEYHYID WHBArnHauuio, OO6CTPYKLUMIO
(06bIYHO TOHKOW KWLLUKK) WU [ake HEKPO3, KOTOpble B
paHHeM getcTtBe (4o 10 net) o6HapyxumBatoTca y 33%
HocuTenen cuHapoma, a K 20 rogam Xu3Hu — y 50%
[32]. MoacuuTaHo, 4YTO A9 NALUUMEHTOB C CUHAPOMOM
MenTua—Erepca pucKk pa3BuTna paka ntobon noKkanu-
3aumn B 15 pas Bblille, 4eM B 06LLEeN NoNynsLumu, U K 65
rojlam *u3Hu coctaBnseT 93% [33]. Hanbonee 4yactbim

Puc. 8. [urmeHTaummn cnm3ncTbix 0607104eK ry6 1 nonocTu pta npu
cuHgpome lMentua—Erepca
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MecToM 006pa30BaHUs paka SABASETCA KeNyao4HOo-
KUILIEYHbIA TPaKT M MOMOYHasa xenesa. Pak TOHKOM
KWULLKKW pa3BuBaeTcs y 96% nauneHToB, TONCTON KULL-
KN — y 27%, »enyagka — y 24%, NpiMON KULLIKK — Y
24% [29]. CpeaHUi BO3pacT AMArHOCTUKKU paKa xenya-
Ka — 30 net, HO 3a6oneBaHuio NoaBepxeHbl 1 10-, u
20-netHue [33]. Puck PMX noxox Ha TaKkoBOM y Nauu-
eHToB ¢ MyTauuamn BRCA1 wunn BRCA2 (KymynaTuB-
HbIK pUcK 45%). XapakTepHO 6unaTepasnbHOEe nopare-
HWe; CaMbli PaHHUIM BO3PacCT AMarHocTnkm PMM — 19
net [34]. 1o 75% eHLMH cTpaaaloT oT GnubpoaaeHoM,
KUCT B MOJIOYHbIX Xefne3ax, nenoMmom matku (y 44%)
C BbICOKMM PUCKOM ManurHmdauuun. Kpome ToOro, y
50-70% HocuTeNnen cuHapoMa BbISIBASIOTCS A06POKa-
yecTBeHHble 3aboneBaHua LMK, BKoYass MHOroy3no-
BOM 300, a U3 NpeawecTBYOLWNX GONINKYNSPHbIX ade-
HOM Y 5-10% BO3HUKaeT donnmkynsapHboii PLLXK [29].

MauneHTsl ¢ cuHapomom lMentua—Erepca ¢ toHoro
BO3pacTa MMEIOT BbICOKWUM PUCK Pa3BUTKUS paKa 3HA0-
METPHUS, LLIENKN MATKM, SUHHUKOB, YPETPbI, IUYEK (KaK
npaBuio, éunartepanbHbli U MyNbTUOOKaNbHbIN PaK),
nuuLeBoaa, NErkux, MoaxenyaoyHow xenesbl. [pu
3TOM OMACHOCTb BO3HWKHOBEHWS paKa NposiBNseTcs
B cpeaHeM K 42 rogam [29, 35].

B Hawem uccnegoBaHMM y nauMeHTa B BO3pacTe
38 net 6bina npoBedeHa cybTOTalbHas pPe3eKLus
0060[104HOM KMWLIKM MO MOoBOAY NEPBUYHO-MHOMKECT-
BEHHOI0 CMHXPOHHOIO paKa. Ha Koxke B o6nactu ry6,
C/IM3UCTbIX 060N0YEK LLIEK M B NepuaHaibHOM 06nacTm
y 60/1bHOro 6bila BbISIBJIEHA XapaKTepHas NMUrMeHTa-
umMs. YKa3aHus Ha MNOCTOSIHHYIO napeto y ero 7-netHe-
ro CblHa CTanu NPUYNHON 06CEA0BAHNS U BbISBEHNUS
HeO6O0/bLUMX NOSMNOB B TONICTON KULIKE M MOJIMKUCTO3a
B MOYKe. YaaneHHble Moumnbl NPpU TMCTOIOMMYECKOM
nccnenoBaHMM oKasanucb TyGYNspHbIMKM ajeHoOMamu
(puc. 9). U3 opyrmux NposiBNEHUN CMHOPOMa y pebeHKa
OblIN €IMHNYHbIE NSTHA rMNEpPNUrMeHTaLumn Ha nanb-
uax. B gnanbHenwem B Lensax npodunakTUKu OCoXHe-
HWMN HEOOHOKPATHO MPOBOAMIOCH 3IHAOCKOMUYECKOE
yAaneHue noiMnoB: B HEKOTOPbIX U3 HUX MPWU UCCneao-
BaHMM OGHaPYXMBaNMUCb NPU3HAKW raMapTOMbl.

Puc. 9. Ty6ynsapHas ageHoma npu cuHapome MNentua—Erepca
lMpumeyaHme. OKpacKa reMaToKCUIMHOM-303UHOM. X75.

KnnHnyecKkasa amarHocTMKa cuHapoma 6asupyert-
CSl Ha BbIIBN€HWUW OAHOIO U3 CNeayoLMX CUMITOMOB
3aboneBaHns:

1) Hanuuune ABYX M 60Jsiee NOATBEPKAEHHbIX TMCTOJO-
rMYECKU raMapTOMHbIX MOJIUMOB;

2) nto60e 4YMCNOo BbISBAEHHbIX NOAMMOB Y NauueHTa,
nMelollero 6/M3KOro  pPOACTBEHHUKA-HOCUTENS
CUHApPOMa;

3) runepnurMeHTaumsa B TWUMMWYHbIX ONS9 CUMHAPOMa
MecTax, U Hannyne B CEMbE POACTBEHHMKA-HOCH-
Tensa aToro CMHAPOMa;

4) no60e KoNnM4yecTBO NOMMMOB B COYETAHMM C rMnep-
NMUrMeHTauMen B TUMUYHbIX MeCcTax y OAHOIro UHAN-
BuAaa [29].

MoneKynsspHO-reHeTU4eCKasi OCHOBa CUHAPO-
ma Meuntya-Erepca. lNpnyivHa cMHaApPOMa — repmu-
HanbHaa myTauus B reHax LKB1 wnu STK11 (OMIM
602216), nocaeaHnn Koaupyet 6esI0K CepuH/Tpeo-
HMH KnHagzy. feH STK11 oTHOCUTCS K cynpeccopam,
KapTMpoBaH Ha KOPOTKOM Mjieye xpomocombl 19 B
pervoHe 13.3, Bkato4aeT 10 3K30HOB, 9 N3 KOTOPbIX
KOAMPYIOT NPOTENH, COCTOSALWMMN U3 433 aMUHOKUCIOT-
HbIX ocTaTKkoB [36, 39]. MyTauusa 3TOro reHa npmMBo-
AWT K COKpalleHWto AnnHbl 6enKa 1 yTpaTe KMHa3HoM
aKTMBHOCTWU. OCHOBHbIE TWUMbl MyTauuW: HeboNbline
aeneunu/vHcepumm, HOHCEHC, MUCCEHC MK 6onblune
aeneuunu, NpuBoASWIME K MNpPeXAeBPEMEHHON Tep-
MWHaUWKn cuHTe3a 6enka [40]. PyHKuma reHa STK11
KOMMJIEKCHas, HO [0 KOHL@ He ycTaHoBneHa. OgHaKo
M3BECTHO, YTO OH PEerynpyeT KaeTo4vHyto nponndepa-
umto nytem apecta G1-KNeTOYHOro UMKa, perynmpy-
eT Wnt-curHanbHbIM NyTb, B3aUMOAENCTBYSA C 6ENKOM
p53, yyactByeT B anonto3e [41, 42]. leH STK11 vrpa-
€T BaKHYt0 pOJib B OPUEHTUPOBKE KJIETOK B Npeaenax
TKaHW, TaK KaK BAMAET Ha KIETOYHY MNONSPHOCTb
M y4yacTBYeT B MeXMeMOpaHHbiX 6GEeNKOBbIX B3au-
moaencteusx [43, 44]. MpotenH STK11l BKaoYaeT-
cq B MHrMéupoBaHne mTOR (Mammalian Target Of
Rapamycin), KOTOpbIM U3BECTEH TaKXXe KaK KOMMNEKC
panamMuLMHacCOLMMPOBAHHbIX MPOTENHOB, AENCTBYS
KaK HeratuBHbIn perynatop (MTOR) nyTu [45]. BaxHo,
410 MTOR-nyTb ABASAETCA PUHANBHbLIM M 0BLMM, KOTO-
PbI TaKXe HapylleH Npu APYrux NOSAMMO3HbIX CUH-
ApoMax, Bbl3BaHHbIX repMUHaNbHbIMKU MyTaUUsIMKU B
reHax PTEN, BMPR1A v SMADA4.

MHakTMBauua reHa STK11l — npuyvHa pas3BU-
TS ramapToM, OJHaKO poJb ramMapToOMaTO3HbIX
NnosnMnoB B Pa3BUTUM paKa [0 KOHLA He ycTaHoBe-
Ha. O6cy)aaeTcsas BO3MOMXHOCTb MajMrHU3aUun C
TEHAEHUMEN K MocnegoBaTeNlbHOCTM ramapToma-—
ancnnasusa—pak [46]. 3To npeanonoxeHuve noaaep-
MBaAETCs HaxoaKamu GOKycOB ajeHOM B npepenax
NoSMMNOB, a TaKXKe paka, BO3HMKAaoLWEro B npegenax
nonuvna [47]. VIHTEPECHbIMU BbIMAAAT AaHHbIE MO
06GHapYXEHUIO cOMaTUYECKUX MyTaLnn reHa STK11 B
MeslaHOMe, HEMENIKOK/IETOYHOM paKe NIerkoro y nauu-
€HTOB, HE MMEILWMX 3TOro cuHapoma [36].

MyTauunu B reHe STK11 onpegenstotcay 70-80%
nauneHToB. lpu4nHa pasnnynin B AMarHOCTUKE MyTa-
UMM 6GbiBaeT 06ycnoB/ieHa METOAAMM, NCMOJIb3YEMbI-
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MW 419 UX BbiaBNeHnda. Kpome Toro, Ansg nauyMeHToB C
GeHOoTMNOM CUHAPOMA, HO 6€3 BbISIBIEHHbIX MyTaLU
B reHe STK11, ob6cyaaeTcs reTeporeHHoCTb M BO3-
MOXHOCTb CYylLIECTBOBAHMUS BTOPOro reHa, oTBETCT-
BEHHOIr0 3a CMHAPOM B NloKyce 19q13.4 [48].

Ba)HOM 0NS99 MOHWTOPUHra MNaLMEeHTOB C CUH-
opomom [lentua—Erepca aBnaetca GeHOTUN-TreHo-
T™MN Koppenauusa. lNauneHTbl ¢ MUCCEHC-MyTaums-
MW nmenu 6onee nNo3gHee NposiBNEHWE CUMMNTOMOB
3ab605eBaHNsA; HOHCEHC-MyTaLMK NPUBOAAT K 6onee
TAXENoMy TeyeHuio 3aboNieBaHWs MO CpPaBHEHWIO
C APYrMMMW HapylleHussMu B CTpykType STK11 [49].
lepMUHanbHble MyTauuMu B 3K30He 6 reHa STK11
NS nauMeHTa NoBbIWAT PUCK pa3BuTUS paka [50].
O6HapyXeHbl «ropsiyne TOYKW», MNPEUMYLLECTBEH-
HO MOBpPEXAaeMble Yy NalUMeHTOB C repMUHaIbHbIMU
MyTaumsamun B STK11: B KogoHax 51-84, sK30Hax 1 1
7. O4HaAKO [0 HAcTOSALLIEr0 BPEMEHN HE OBGHApPYKEHO
YEeTKMX pas3ininMmi Mexay naumeHtamum ¢ MyTaumsmum B
STK11 v Temu, KTO Ux He umen [51]. PeHoTMNNYECKaN
BapunabenbHOCTb cuHApoma [lentua—Erepca, BO3-
MOXHO, 06yCNOB/IEHA 3TUMN MHOXECTBEHHbIMU MyTa-
uMaMn. [JONOSIHUTENbHBIA aHanu3 MyTauun MOXKeT
NoMOYb B BbISIBIEHUMM 6GOsiee arpeccuBHbiXx GeHo-
TMNOB MPW 3TOW MaTtonornMu u, TakMm obpa3om, cno-
cobcTBOBaTb [AMarHocTMKke, HabnwogeHuto u 6onee
3G PEKTUBHOMY JIeHEHMIO.

KnuHuyeckaa paMarHocTuKa Heomnaasum npu
cunapome Mentua-Erepca. CuHapom MmeeT ayTo-
COMHO-AOMWHAHTHbIA TUMN HacnegoBaHWUS; PUCK €ero
HacneaoBaHWs NOTOMKaMM TakK e, KaK 1 Npu CUHAPO-
me CAIl, Bbicokui — 50%.

Ouncnnasua nonunoB GUKcUpyeTcs B paHHEM BO3-
pacte y 18% 6o0nbHbiIX. PeKomeHayeTcs MnpoBOAWUTb
KOJIOHOCKOMMWIO, Ha4yMHas ¢ Bo3pacTa 8 JeT, U, eciu
nonunbl  BbISBASIOTCS, 3HAOCKOMWMIO MNPOBOAWUTbL C
Nep1MoaMYHOCTbIO Kaxable 2—3 roga. Ecnv nonunel He
06HapyXeHbl, K 3HAOCKOMNYECKOW AMarHocTMKe obpa-
watotea ¢ 18 net, cobnogasg 2—5-neTHMe UHTEpPBabl
[52-54]. SHOoCKONUYEeCKOE UCCeOBaHNE KenyaKka 1
nuiLeBoJa — Kaxable 2 roaa, HadymMHaa ¢ 10-neTHero
Bo3pacTa. [1pu BbISBNEHWN NOMMOB HEOBXOANMO yaa-
NTb BCE Nnoaunbl 6onee 1,5 cmM B AMamMeTpe.

CKPUHWHI paKa MOJIOYHOM »Xenesbl npeanonara-
€T He TOJIbKO €XerofHbl OCMOTP MamMMOJIOrOM, HO U
camoobcenenoBaHue. Y3 n mammorpadusa — Kaxable
2-3 roaa, HaunHasa ¢ Bo3pacTta 20-25 ner, nocne 40
NIeT — exeroaHo. NMHEeKONOrMYyecKnn oCcCMoTp, BKIIIO-
Yyasd TpaHcBarnHanbHoe Y3U, — exerogHo ¢ 20-neT-
Hero Bo3pacTa.

Hy>KHO y4MTbIBaTb, YTO Y MY}YMUH MOXET Pa3BUTb-
cs onyxonb anyek n3 knetok Ceptonu (LCST), KoTopas
CEeKpPEeTUpYyeT 3CTPOreH M MPUBOAWUT K YBETUYEHWUIO
rPyAHOWM ene3bl ((MHEKOMACTUM) U HaPYLLEHMIO TENO-
cnoxeHus. IMeHHO No3TOMYy OCMOTP AMYEK y AeTeN U

Y3W opraHoB 6pIOLWHOM NONOCTU cneayeT NpoBOAUTb
eXeroaHo, HaunHasa ¢ 20-neTHero Bo3pacTa.

JuHamunyeckoe HabnoaeHne 3a nauneHTaMu-
HOCUTENSIMW CUHApPOMA npecfeayeT ABE TNaBHble
uenM — npenoTBpaTUTb OCNOMHEHUS, CBA3AHHbIE C
nonunamu B NuLLEBapUTENbHOM TpaKTe (KpoBoTeye-
HWe/aHEeMUIO, UHBArMHaLuMio U Ap.) U BbISBUTb paK Ha
paHHen cTaguu.

3AKJ/TIIOMEHME

HacnenctBeHHble CUHAPOMbI, aCCOLMMPOBAHHbIE C
noamMnamMm M pasBUTUEM 3JIOKAYECTBEHHbLIX OMyXosen
y OeTen, — 3TO reTeporeHHas rpynna 3aboneBaHuin,
KOTOpble MOTyT 6bITb KOMNOHEHTAMW MHOTMX Hacnen-
CTBEHHbIX CUMHAPOMOB, Takux Kak CAI, lenTtua-—
Erepca, lapaHepa, Typkota, KayaeH, tOBEHWUAbHOMO
nosinno3sa, HacneAaCTBEHHOIO CMEeLIaHHOro Noanno3a 1
OPYIrUX, XapaKTEPUIYIOLLMXCH CXOAHLIMU hEeHOTUNNYE-
CKMMW aHOMaNUAMU U NpeapacnosiOXEeHHOCTbIO K HEO-
nnasuam. Bce nepeyncneHHble CUHAPOMbI OTHOCATCS
K peaKknm 3abo/ieBaHUAM: UX XapaKTepu3yeT Hannvme
NnonunoB (afleHOM) B KeflyAO4YHO-KULEYHOM TpaKTe.
[TpumeyaTtenibHO, YTO KONMYECTBO, MOpdosiornyecKas
CTPYKTYypa, pacrnpeneneHve rMoJiunoB B XKenyao4Ho-
KMLWEYHOM TpaKTe OT/IMYaloTCs /15 KaXK4oro oTaeibHO
B3KTOr0 CUHAPOMaA, TaK Xe KaK AN Kay10ro CMHApoMa
XapaKTepHa CBOS NnpeapacnosioXeHHOCTb K pa3BUTUIO
OMyXoJfien B XKeNyAo4YHO-KUIIEYHOM TpaKTe WU ApYyrux
opraHax, 4To TpebyeT anddepeHUanbHON AMarHoCTu-
Ku. MofHOEe KNiMHMYecKoe o6cnefoBaHMe U MOJIEKYNSP-
HO-FreHEeTUYECKUIN aHanm3 NO3BONAIOT ONpPeaenTb TUM
3TUX cMHAPOMOB. OCHOBHOM METO/ B JIEYEHUM NaLU-
€HTOB C MNOMMMNO3HbIM CUHAPOMOM BKJ/OYAET 3HAO0-
CKOMMYyecKoe HabnoeHne ¢ PerynsipHbiM yaaneHmem
NOSINMOB; B CyYasx TAXeNoro Te4eHns 3aboneBaHus,
conpoBoOXaatowerocs 60/blNM KOJIMYECTBOM ObICTPO
pacTyLuX NOAMMNOB B TONICTOM KULWIKE, — KOJIOKTOMMUS
WM MPOKTOKON3KTOMMKSA. CBOEBPEMEHHO YCTAaHOBMEH-
HblM AMarHo3 HacneACTBEHHOro CMHAPOMA Y NauueH-
TOB C BbICOKMM PUCKOM HeOoMnnasnu u AMHamMu4ecKoe
HabnogeHe 3a HUMKW MOMOraeT pacrno3HaTtb 3apo-
OEHUe 3JI0Ka4YeCTBEHHOM OMyxosu, NpefocTaBiseT
BO3MOXHOCTb MPOBECTU Liaasllee NeYeHUne Ha paH-
HUX aTanax 1, TakMMm o6pa3oM, NOBUATb Ha TeYEHUEe
3aboneBaHuns. na ycTaHOBMEHUS UM BEPUPUKALIMK
OnarHosa, oUueHKN pUCKa BO3HUKHOBEHMUS paKa, paau-
KanbHOro JIeYEHUS M NyYlIEero MNporHosa AN8 TaKux
NnaunMeHTOB HEOOX0AMM 06 bEAMHEHHbIN NOAX0A Neana-
TPOB, MPOKTOJIOrOB, OHKOJIOroB, MOPdOSIOrOB, FrEHETU-
KOB M MOJIEKYNSPHbBIX GUONOroOB.

KOH®JIMKT UHTEPECOB

ABTOpbI J@aHHOW CTaTbW MOATBEPAUSIN OTCYTCTBUE
GUHAHCOBOW MNOALEPHKU/KOHONUKTA UHTEPECOB, O
KOTOPbIX HEOBXOAMMO COOBLIMNTD.
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ddPeKTUBHOCTb aNIOreHHOU TPaHCNIaHTaLUH
reMono3TU4eCKUX CTBOJIOBbIX K/1E€TOK
C MMeN0ab/aTUBHbLIM PEXUMOM U PEXUMOM
KOHAWLMOHUPOBAHUA CO CHUKEHHOM
WHTEHCUBHOCTbLIO Y ileTe! U NOAPOCTKOB
C OCTPbIM MUEN0061aCTHbIM 1IEUKO3OM

AKTyanbHocTb. OCTpbif MMeno6aacTHbIN nerko3 (OMJ), umesi OTHOCHUTE/IbHO PEAKYI0 BCTPEYAEMOCTb, OCTAETCS OAHUM U3
Hanbosiee MPOrHOCTUYECKU HEeB1aronpUSATHLIX BapUaHTOB 3/10Ka4YeCTBEHHbIX 3ab0/ieBaHuil y AeTei U Mno4pocTKoB. Lesb.
OueHUTb 3¢pPEKTUBHOCTb a/I/I0OrEHHOM TPAHCMIaHTaLMK reMOMO3TUYECKUX CTBOI0BBIX KNETOK (anno-TICK) npu OMJ1y neten
M MOJIPOCTKOB B 3@BMCUMMOCTH OT Ha/IM4Yus/OTCYTCTBUS PEMMCCHU 3a601€BaHMS, PEXXUMAa KOHANLMOHUPOBAHNS U UICTOYHMKA
'CK goHopa. MaTtepmnasnbl u meTogbl. [IpoaHann3npoBaHbl gaHHble 118 nayneHToB B Bo3pacTe ot 1 go 21 roga (meanaHa
Bo3pacTa 12,5 roga) ¢ ocTpbiM MUEIOMAHBIM 1eNKO30M — 58 (49%) manbunKoB 1 60 (51%) neBoYEK, MeanaHa Habato4eHUs
27 (2-120) mec. N3 Hux B nepBo NOJHON KIMHUKO-remaTtoornyeckon pemmuccum (MP) Haxoanance 42 (36%) naumneHTa, BO
BTopon — 30 (25%), BHe pemunccnm — 46 (39%). PoacTBeHHas anioreHHas TpaHcernaaHTaums reMorno3TM4eCKMxX CTBOJIOBbIX
KneToK npoBefeHa y 31 (26%) naumeHTa, HepoacTBeHHas — y 87 (74%). KocTHbi Mo3r ncrnonb3oBann y 59 (50%) naumeH-
TOB, rnepupepuyeckmne CTBoJI0BbIE KNETKM KpoBu — y 59 (50%). MuenoabnatuBHble pexxuMbl KOHANUMOHUpoBaHus (MAK)
npuMeHeHbl y 66 (56%) naymneHToB, PEXUM KOHAMLIMOHMPOBAHMUSI CO CHUXKEHHON UHTEHCUBHOCTbIO (PUK) — y 52 (44%).
lMpopunakTnky O0CTPOK peaKUun «TpaHcnaaHTar rnpoTmuB Xo3siuHa» (OPTI1X) BbINOHSIM Ha OCHOBE LMKAocnopuHa Ay 79
(67%) aeten nam Takpoaumyca — y 39 (33%). Peaynbratbl. [1py BoinonHeHnu anno-TIFCK ¢ MAK nan PUK 5-neTHsia obuyas
BbIXMBaeMocCTb cocTaBuaa B nepso P 65 (95% poseputenbHbint nHTepBan 45-85) u 80% (95% AN 59-99) (p = 0,4), Bo
BTOpo#n — 65 (95% AN 35-95) n 17% (95% AN 1-37) (p = 0,003), BHe pemuccun — 17 (95% AN 1-43) n 19% (95% AN
1-37) (p = 0,4), cootBeTcTBEHHO. Peunansbl OMJ1 coctaBunm 24 (95% AN 10-41) u 29% (95% AN 12-48) (p = 0,7) nocne
MAK n PUK anno-TI'CK, cooTBeTCTBEHHO. [1pn cpaBHEHMM NaLMeHToB, HaxoauBlumnxesi B 1-2-1 pemuccumn OMJ1 npu npose-
neHnn MAK n PUK anno-TICK, BEpOSITHOCTb peuunanBa He 3aBucesa oT TUna JoHopa 1 UcToYHnka CK — poACcTBEHHOro 1
HepoacTBeHHoro (p = 0,2 u p = 0,3, COOTBETCTBEHHO), KOCTHOIO MO3ra u nepupepunyecKmx CTBOI0BbIX KIETOK KPOBH (p =
0,9 np =0,4), a TaKkKe oT Bo3pacTa naumeHta: 4o 14 net — 20 (95% AN 7-38) u 33% (95% AN 9-60) (p = 0,5); ot 14 a0
21 roga — 29 (95% AN 5-59) u 27% (95% [N 5-56) (p=0,9), cooTBETCTBEHHO. OGCYXAEHHUE. YCTaHOB/IEHO 4OCTOBEP-
HOe CHU)XeHWe KoJimdecTBa peunanBoB y nayneHToB, umeslumx I-Ill cteneHs oPTIX npu npoBegeHnn MAK B cpaBHeHUU ¢
PUK anno-TICK (p = 0,05), n oTcyTCTBME 3TOr0 BAMSIHUS NPU pa3BuTumn xpoHmndeckon PTIIX (xpPTIX) (p = 0,2). Nocne PUK
anno-TICK Hanbosnee 3HaYUMbIM 6bISI0 YyMEHbLLIEHME YacTOTbl OC/IOHEHUH, CBSAI3aHHbIX C TOKCMYHOCTLIO Npenaparos, npu
COMNoCTaBUMON YacToTe MHOEKLMOHHBIX 0C0KHEHMN Mexay PUK u MAK anno-TI'CK, a Takxe oPTI1X B nepuoa go 100 gHen
n xpPTlX B nepnog cBeilwe 100 gHen nocne anno-TICK. JletanbHOCTb He 3aBUCeNa OT BO3pacTa U pexmnma KOHANLMOHN-
poBaHusi. OCHOBHbIE MPUYMHbI N€TabHbIX McxoaoB npu PUK anno-TICK: peunans/nporpecenss — 36%, nHoekums — 21%,
OPTINX — 43%; npu MAK anno-TICK: peunans/nporpeccus — 37%, uHopekumnss — 30%, oPTIX — 22%, TokcnyHOCTb — 11%.
3aknwveHue. 3PPEKTUBHOCTb PEKNMOB KOHANLIMOHMPOBAHMS CO CHUEHHON MHTEHCMBHOCTbIO 403 COMoCTaBnmMa ¢ Mue-
J710a671aTUBHBIMU PEXUMaMU KOHAULMOHMPOBaHUS npu rnposeseHun anno-TICK y getein n nogpoctkos ¢ OMJIL.

Knwo4eBble cnoBa: et u nogpoCcTKH, OCTPpble J1IeHKO3bl, POACTBEHHasl U HEPOACTBEHHasl a/l/lIoreHHasl TpaHCcnlaHTa-
L1l reMono3THYE€CKNUX CTBOJIOBbIX K/I€TOK, PEXXUMbl KOHAULIMOHUPOBAHMUSI.

(Ana uyntupoBaHus: boHpapeHko C.H., Pasymosa C.B., CtanyeBa H.B., CeméHoBa E.B., CnecapuyKk O.A., AnsaHckumn AJ1.,
depokoBa 0., Manna O.B., boposkoBa A.B., Koxokapb [.B., CmupHoB B.WU., 3yb6aposckas J1.C., AbaHacbeB B.B.
9PDEKTUBHOCTb aNIOreHHON TpaHCMIaHTaUUM remMono3TUYECKMUX CTBOJIOBbLIX K/IETOK C MWenoabnatuBHbIM PEXUMOM W
PEXMUMOM KOHANMLUMOHUPOBAHNUSA CO CHUKEHHOW MHTEHCUMBHOCTbIO Y IETEN U MOAPOCTKOB C OCTPLIM MUENOBGACTHLIM NIENKO-
30M. OHKoneaunatpus. 2015; 2 (4): 396-403. Doi: 10.15690/o0nco0.v2.i4.1466)
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AKTYAJIBHOCTb

HecmoTpsa Ha ycnexu COBpeMeHHOW XxumMmuoTepa-
nuun (XT), ocTpblM MMenobnacTHbIM nenko3 (OMJI),
MMes OTHOCUTEJIbHO pPeAKYl0 BCTpevYyaeMoCThb (7 Ha
1 000 000 peten), ocTtaetcd oAHMM M3 Hanbonee
NMPOTHOCTUYECKU HebnaronpuaTHbIX BapuaHTOB
3/10Ka4YeCTBEHHbIX 3aboneBaHWK y AeTen u nopa-
pocTtkoB [1]. lMpoBeaeHne XT No3BONAET LOCTUI-
HYTb MOJIHOW KJIMHUKO-TeMaToNOTM4ECKON pPeEMUC-

cun (NMP) y 85% aeten ¢ OMJ1, npn atom obuwas u
6eccobblTUMHAa BbiIXMBaeMocTb B nepsoun [P
cocTaBnsaeTr 66 n 61%, Bo BTopoun NP —38 1 23%,
COOTBETCTBEHHO [2—5], 4TO CYWECTBEHHO OT/NYa-
etcd oT addpekTuBHocTM XT npu OCTpOM NUMO-
6nactHom nenkose (0OJ1J1), o6buwaa u 6eccobbITUN-
Has BbIXWBAEMOCTb MpU KOTOpoM B nepsBon [P
cocTtaBnsaet 91 n 85%, Bo BTopon NP — 36 1 30%,
COOTBETCTBEHHO [6, 7].

S.N. Bondarenko?, S.V. Razumova?, N.V. Stancheva?, E.V. Semenova?,
0.A. Slesarchuk?, A.L. Alyanskiit, Yu.G. Fedukoval, O.V. Paina?, A.V. Borovkova?,
P.V. Kozhokar', B.l. Smirnov?, L.S. Zubarovskaya®, B.V. Afanas'ev*

1 1.P. Pavlov First Saint Petersburg State Medical University, Saint-Petersburg, Russian Federation
2 st. Petersburg State Electrotechnical University «LETI», Saint Petersburg, Russian Federation

Efficacy of Allogeneic Stem Cell Transplantation
for Children and Adolescents
with Acute Myeloid Leukemia After Myeloablative
and Reduced-intensity Conditioning

Introduction. Acute myeloid leukemia (AML), with a relatively rare occurrence, remains one of the most adverse
prognostic variants of malignant diseases in children and adolescents. Aim. To evaluate the efficacy of alloge-
neic hematopoietic stem cell transplantation (allo-HSCT) in AML in children and adolescents depending on the
disease status, conditioning regimen and source of transplant. Materials and methods. A total of 118 pediatric
and adolescent patients with AML were included in the study. The median patients age was 12,5 (range 1-21)
years, M/F distribution was from 58 (49%) to 60 (51%). The median follow-up period was 27 (range 2-120)
months. Fourty two (36%) of the patients were in the 15t CR, 30 (25%) in the 2n9 CR, 46 (39%) had active disease.
All patients received allo-HSCT from related (n = 31; 26%) or unrelated (n = 87; 74%) donor. The stem cell source
was bone marrow in 59 (50%) patients and PBSC in 59 (50%) patients. In 66 (56%) patients the myeloablative
(MAC) and in 52 (44%) patients reduced-intensity (RIC) conditioning regimen was used. Acute GVHD prophylaxis
consisted of cyclosporine A (n = 79; 67%) or tacrolimus (n = 39; 33%). Results. The 5-year OS in MAC and RIC
allo-HSCT recipients was 65% (95% Cl 45-85) and 80% (95% Cl 59-99) (p = 0,4) if allo-HSCT was performed in
the 1St CR, accordingly. In patients with 2nd CR it was 65% (95% CI 35-95) and 17% (95% CI 1-37) (p = 0,003),
in patients withour remission 17% (95% Cl 1-43) and 19% (95% Cl 1-37) (p = 0,4), accordingly. MAC and RIC
allo-HSCT recipients had relapses in 24% (95% Cl 10—41) and 29% (95% Cl 12-48) (p = 0,7) of cases, accord-
ingly. In patients receiving MAC or RIC allo-HSCT in 15t or 2nd CR the relapse rate did not correlate with donor type
(related or unrelated, p = 0,2 for MAC and p = 0,3 for RIC) or stem cell source (BM or PBSC, p = 0,9 for MAC and
p = 0,4 for RIC). There was also no correlation between relapse rate and patient’s age: younger than 14 years
20% (95% Cl 7-38) in MAC group and 33% in RIC group (95% Cl 9-60) (p = 0,5); in patients of 14-21 years 29%
in MAC (95% CIl 5-59) and 27% (95% CI 5-56) (p = 0,9) in RIC group, accordingly. Discussion. The relapse rate
was significantly lower in MAC allo-HSCT recipients with aGVHD Gr I-Ill compared to RIC allo-HSCT recipients (p
= 0,05), although no such correlation was observed in patients with cGVHD (p = 0,2). RIC allo-HSCT was associ-
ated with significantly lower toxicity rate, while the infectious complications and GVHD (acute and chronic) rate
was comparable for both MAC and RIC allo-HSCT recipients groups. The mortality rate did not correlate to age or
conditioning regimen type. The most common death causes in RIC allo-HSCT recipients were disease progression
(36%), infectious complications (21%) and aGVHD (43%). In MAC allo-HSCT recipients the most common death
causes were disease progression (37%), infectious complications (30%), aGVHD (22%) and treatment-related tox-
icity (11%). Conclusion. The efficacy of reduced intensity conditioning regimens is comparable with myeloablative
regimen for allo-HSCT in children and adolescents with AML.

Key words: pediatric and adolescent patients, acute leukemia, allogeneic hemopoietic stem cell
transplant, related and unrelated donors, conditioning regimens.

(For citation: Bondarenko S.N., Razumova S.V., Stancheva N.V., Semenova E.V., Slesarchuk O.A., Alyanskii A.L.,
Fedukova Yu.G., Paina 0.V., Borovkova A.V., Kozhokar' P.V., Smirnov B.l., Zubarovskaya L.S., Afanas'ev B.V. Efficacy of
Allogeneic Stem Cell Transplantation for Children and Adolescents with Acute Myeloid Leukemia After Myeloablative
and Reduced-intensity Conditioning. Onkopediatria. 2015; 2 (4): 396-403. Doi: 10.15690/0nco.v2.i4.1466)
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AnnoreHHas TpaHCNIaHTaUWA TeMOMO3TUYECKUX
CTBOJIOBbIX KJ1IeTOK (anno-TIFCK) — oamH M3 Hanbonee
3 beKTUBHBIX MeToAoB fiedeHns OMJ1, B ToM yucne
y neTeln, CPOKM NPOoBEeAEHNSA KOTOPOKM A0 HacTosALero
BPEMEHUN GBNSAOTCA npeameTom obcyxaenus [8, 9.
BbicOKass BEPOATHOCTb Pa3BUTUS THMKESbIX OCOX-
HEHWI, B TOM 4YUCIIe TOKCUMYECKOr0O XapaKTepa, KaK B
paHHeM, TaK U oTAaneHHOM nepuojax TpebyeT Twa-
TENbHOr0 aHann3a KIMHUYECKUX JaHHbIX, CBA3aHHbIX
¢ puckom oT anno-TIFCK n nporHosom TevyeHmns OMJI
[10]. C apyron CTOPOHbI, pacliMpeHNE MOKa3aHWUM K
anno-TrCK moxeT 6biTb 06ycnoBeHO cHOPMHUPOBAB-
IWWMMCH MHEHUEM O HEBO3MOXHOCTU MPEOAOSIEHUS
JIeKapCTBEHHOM PE3UCTEHTHOCTM TOJIbKO C MOMOLLbIO
NOBbIWEHNS UHTEHCUBHOCTU LIMTOCTATUYECKOrO BO3-
[encTBusg, a, 4to 6onee BEPOSATHO, B KOMOWHALUK
C UMMYyHOaAanTUBHbIM 3PPEKTOM KIIETOK AOHOpa,
onpeaensoumnx CTaHOBNEHUE BCEX 3BEHbEB UMMYHMU-
TeTta npu anno-TFCK [14, 12].

YcnoBuem Ana NPUMKKUBAEHUS TEMOMO3TUYECKMX
CTBOJI0BbIX KneTok (FCK) noHopa 1 pasBuUTUg MMMYHO-
agantuBHoro addeKkTa npu BbinoaHeHun anno-TICK
ABJIAETCH Ha3Ha4YeHWe pexxkmma KOHAWLUMOHUPOBaHWUSA
— KOMOWHaumMK NnpenapaTtos, B pa3HoW cTeneHu obna-
JatolMX MUENOTOKCUYECKMM, HO Bcerga MMmMyHoabna-
TUBHbLIM iencTBUEM. [1o nocneaHEero BpeMeHU y eTen
npy OMJ1 B OCHOBHOM MPUMEHSINNUCL KiacCU4ecKue,
TO ecTb MuenoabnaTtuBHble PEeXUMbl KOHAMLMOHM-
poBaHusa (MAK), nossonsiouie AOCTUTHYTb 06LLY0 U
6e3peLnanBHYIO BbiXXMBaAEMOCTb B nepon Py 75 u
73% nauneHToB, Bo BTopon [P — y 62 n 50%, cooTBeT-
cTBeHHO [10, 13]. BHeapeHne nekapcTBEHHbIX Npena-
paToB, BbI3blBAOWMX COCTOAHUE MMMYHOJIOTUYECKON
TONEPaHTHOCTK, AOCTATOYHOW AN NPUKMUBIIEHNS anso-
reHHOro TpaHcnnaHTarta, B OTCYTCTBUM HEOOXOAMMOCTH
BbICOKOJO3HOW XMMWO-/NTy4EBOK Tepanuu MpuBeno K
CO3aHuIo LUenoro psfa HoBbIX PEXUMOB KOHAULMOHHU-
pOBaHWUSA — PEXMMOB CO CHUKEHHON MHTEHCUBHOCTbIO
no3/HemunenoabnatmeHbix (PUK). OgHaKko, Ha nepBbIn
B3rna/, sBHble npeumyllectsa PUK y geten, cBA3aH-
Hble CO CHU)EHWEM pPaHHEW TOKCUMYHOCTU U BEPOST-
HOCTU pas3BUTUSA OTAANEHHbBIX OCNIOXHEHUN (3afepKKa
pocTa, coxpaHeHue GYHKUNN IHAOKPUHHBIX OPraHoB, B
TOM yncne GepTUNbHOCTH, U AP.), MOTYT HUBEIMPOBATb-
CS1 NOBbILLEHWEM PUCKa peLnanBa OCHOBHOIO 3abone-
BaHus [14]. Taknm 06pas3om, U3y4eHne ocobeHHOCTEN
MAK vn PUK npu npoBeaeHnn anno-TICK y neten n noa-
POCTKOB, B TOM 4ucne npu OMJI, cTtano 4pesBbiHanHO
aKTyasbHbIM [15].

Llenb gaHHOro uccnefoBaHuUaA: oLEHUTb 3ddeK-
TMBHOCTb anno-TICK npu OMJ1y neten n NnogpoCcTKOB
B 3aBMCUMOCTM OT COCTOSIHUA — B PEMUCCUMN UK BHE
pemuccun 3aboneBaHns, pexxmma KoOHAMLMOHMPOBa-
HKA U nctodHmka NCK goHopa.

MATEPUAJIbI U METObI

Aun3aiH uccnegoBaHua

lNMpoaHanu3npoBaHbl UCTOPUKM 60ne3Hn 118 nauu-
€eHTOB B Bo3pacTe oT 1 o 21 roga (MeanaHa Bo3pa-
cta 12,5 ropa).

YcnoBusa npoBefeHUs

MccnegoBaHue BbiMonHanocb Ha 6a3e HUW get-
CKOM OHKOJIOMMU, reMaToNnorMm n TpaHCnIaHToNnorMm
um. P.M. Top6ayéson lepBoro CI6IMY um. aKaa.
W.MN. NaBnoB.a.

Kputepuu cooTtBeTCcTBUA

KpuTtepusamu ang BbinonHeHusa anno-TICK B nepson
P 6binM BbICOKas rpynna pMcKa no pesysbraTam LuTo-
reHeTu4ecKoro uccnenosanus [del(7q)/-7, abn(11g23),
KOMMEeKCHble aHOManuun kapmotuna (> 3 NoIOMOK)] —
12 (29%) naLuMeHTOB U MONEKYNSPHO-6MOIOrMYECKOTO
nccnegoBanusa (Mytauusa FLT3-ITD) — 5 (11%) naum-
€HTOB, HE[JOCTUKEHNE PEMUCCUM NOCNE NEPBOro Kyp-
ca CTaHAapTHOM WHAYKUMOHHOW Tepanun — 4 (10%)
nauMeHTa u/Mnn HapacTaHWe YPOBHA MWHUMasbHOM
0CTaToO4YHOM 60/IE3HM NOC/E OKOHYaHUS KYPCOB KOHCO-
nmaaunn — 21 (50%) naumeHT.

Ucxopabl uccnegoBaHuna

BpeMms oT JOCTUKEHUSA MEPBOM PEMUCCHUN A0 BO3-
HWKHOBEHMA peunauBa B rpynrne nauuMeHToB BO BTO-
pou MNP cocTtaBmno 16 (3—39) mec, B rpynne naymeH-
TOB BHe pemucceun — 5 (0-135) mec.

PoactBeHHas anno-TICK npoBegeHa y 31 (26%)
nauneHTa, HepoacTBeHHaa — y 87 (74%). B KayecT-
BE€ WCTOYHMKA TpaHCMnaaHTaTa KOCTHbIM Mo3r (KM)
ncnonb3oBanun y 59 (50%) naumeHToB, Nnepudepunye-
CKue cTBONOBbIE KNeTKkn KpoBw (MCKK) — y 59 (50%).

OT coBMECTUMbIX MO AeCATU NOKycam [JOHOPOB
(nonHass COBMECTUMMOCTb) ObliM BbIMOMHEHbI 94
(80%) anno-TICK, oT 4YaCTM4HO HECOBMECTUMbIX
[IOHOPOB (HECOBMECTMMOCTb B FreHe UIn annene) —
24 (20%).

Bbi6op pexxMma KOHAMLMOHMPOBAHUSA 1 A03bI Npe-
napaTtoB OCYLWECTBAAIN B 3aBUCUMOCTHM OT NEPEHOCH-
MOCTK MpejllecTBylowWen Tepannum U COMaTMYeCcKoro
COCTOsiHMS 60NbHOr0. MuenoabnaTuUBHbBI  PEXUM
KoHanuMoHMpoBaHua (MAK) nonyunnmn 66 (56%) naum-
eHToB [B nepBoi [P — 26 (40%), Bo BTOpon MNP — 16
(24%), BHe pemuccun — 24 (36%)], peEXUM CO CHMU-
}EHHOM MHTEHCMBHOCTbIO [03/HeMUenoabnaTtuBHbIN
(PUK) — 52 (44%) nauueHTa [B nepson MNP — 16
(31%), Bo BTOpPOM MNP — 14 (27%), BHE pEMUCCUN —
22 (42%)].

Pacnpenenenune no nony: MAK y aeBoyek — 32
(49%), y manbunkoB —34 (51%); PUK y neBoyek — 28
(54%), y manbumkoB — 24 (46%). B Bo3dpacte 1-13
net MAK nonyuunmn 39 (59%) nauuneHToB, B BO3pa-
cte 14-21 roga — 27 (41%), a PUK — 22 (42%) n 30
(58%), cootTBeTcTBEHHO. [Mpn MAK Bpems oT AOCTUKe-
HUS NepBON PEMUCCHUU OO BO3HUKHOBEHUS peLmansa
B rpynne nauueHToB BO BTOopow [P coctaBuno 19
(3—37) mec, B rpynne BHe pemuccun — 4 (0-45) mec,
a npu PUK — 16 (3-39) n 6 (0-135) mec, COOTBETCT-
BEHHO.

MpodunnakTMKy OCTPOM peaKuun «TpaHCriaH-
TaT NpoTuB Xo3sdnHa» (OPTIX) BbINOMHAIN Ha OCHO-
BE LUMKAOCNopMHa A B HavyanbHOW Ao3e 3 MI/Kr Wau
Takponumyca B no3e 0,03 Mr/Kr B KOMOGUHALIMK C ApY-
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TMMWU UMMYHOCYMNpPECCUBHLIMK MNpenapaTtamMmu (MeTo-
TpeKkcaT, MUKopeHonata ModeTun) B COOTBETCTBUMU
C MexayHapoaHbiMK npoToKkonamu anno-TICK. Mpwu
npoBeneHun anno-TFCK ot HepoACTBEHHOrO JOHOPa
B PEXWUM MOATOTOBKM BKJOYaIM aHTUAMMOUUTap-
HbIM rNO6YNNH (ATram B cymmapHon o3e 60 Mr/Kr unu
Tumorno6ynuH B cymmapHon gose 7,5-10 mr/Kr) unm
anemMTy3ymab B cymmapHoun fose 0,6 Mr/Kr. Pexumbl
KOHAWUMOHWPOBaHUA 1 npoodunaktnuka oPTIMX npea-
CcTaBJfieHbl B Tabn. 1.

MeToabl perucTpauum UCXo[0B

AHann3 obuien BbixnBaemocTn (OB), 6eccobbl-
TUMHON BbIXXMBAEMOCTH, PELMAMBOB M NIETANIbHOCTH,
He CBSI3aHHOW C peLuaMBOM, MPOBOAMAN MO METOAY
KannaHa—Me#nepa, wcnonb3ys norpaHroBbin (log-
rank) TeCT ANns OLUEHKU AOCTOBEPHOCTU pas3nyui U
nponopunoHanbHyto Moaenb KoKkca ¢ onpegeneHnem
3Ha4YeHus OTHOLLEHWS PUCKOB M ero 95% noseputenb-
Horo nHtepBana — OP (95% [AN). OTnpaBHOM TOYKOM
OTCYeTa cyuTanach Aata TpaHcnaaHTalUnn, KOHEYHOM
TOYKOM — [faTa NocfieHero KOHTaKTa O1S XMUBbIX
nauneHToB M gaTta cMepTu npu aHanuse OB; pgata
peunanMBa WAM gaTa CMepPTU B peMuccum Ha ¢doHe
Tepanuu unu gaTa NocnegHero KOHTaKTa s X1BbIX B
pPEMUCCHMN NaLMEHTOB MpU aHanmM3e 6eccobbITUMHOM
BbIXXMBaeMocCTH. [1poBOAMNICA aHaiM3 KOHKYPUPYHO-
LLMX PUCKOB pPa3BUTUSA peuunarBa U NeTaNbHOCTU, HE
CBsi3aHHOM ¢ 3a6oneBaHMeM. MHOrodGaKTOpHbIN aHa-
JIN3 NPOBOAMIN METOAOM NMPOMNOPLIMOHASbHbIX UHTEH-
cuBHocTen Kokca (Cox Proportional Hazards Model).
CTaTUCTUYECKM [OCTOBEPHLIMU CUYMTANM pPa3nnuus

Ta6nuua 1. BapuaHTbl pEXMMOB KOHAWLUMOHUPOBAHUS
y NaLMEHTOB C OCTPbLIM MUENOUIHBIM NEMKO30M

PeXXumM KOHAULMOHUPOBaHUSA n (%)
MuenoabnaTtMBHbIE PEXKUMbI
KOHAMLMOHUPOBaHHNS

BycynbdaH 16 mr/Kr +
Unknodocdan 120 mr/Kr 55(83)
TpeocynbdaH 36 r/mM2 + 2@3)

Unknodocdan 120 mr/Kr

LuTto3ap 8000 mr/m?2
Uuknodocdan 3600 mr/m?2 365
NlomycTnH 120 mr

BycynbdaH 12 Mr/Kr

Opyrue

HemuenoabnatuBHbIE PEXKNMbI
KOHAWLIMOHMPOBaHMS

BycynbobaH 8 Mr/Kr + dnyaapabuH 150 mMr/m2 9 (56)

MendanaH 140 Mr/m2 +

dnynapabuH 150 mr/m2 16 (31)
[pyrue 7(13)
lpopunakTnka oCcTpoM peaxkLmnm
«TpaHcraaHTaT MPOTUB X035MHa»
LimknocnopwuH 9 (67)
Takponumyc 39(33)

npu 3HavyeHuax p < 0,05. 06paboTKy pe3ynbLTaToB
NPOBOAUM C UCMONIb30BAHMEM CTaH1APTHOrO NaKkeTa
cTaTucTrMyeckux nporpamm Excel 10.0, SPSS version
20 u Easy R.

PE3YJIbTATbI

Y4yacTHUKU uccnepoBaHus

MpoaHanManMpoBaHbl AaHHble 118 nauMeHToB B
Bo3pacTe oT 1 o 21 roga (MeanaHa Bo3pacTta 12,5
roga) ¢ ocTpbiM MWenob6nacTHbiM nenko3om — 58
(49%) manbunkoB 1 60 (51%) neBo4eK, KOTOpbIM Bblfia
BbinonHeHa anno-TIFCK B nepuoa ¢ 2004 no 2014 r.,,
MeavaHa HabnwogeHua coctaBuna 27 (2-120) mec.
M3 HMX Ha MOMEHT BbiNonHeHUs anno-TICK 42 (36%)
nauueHTa Haxoaunuck B nepson MNP, 30 (25%) — BO
BTOpoM MNP, B peunanee — 46 (39%).

O6uwan BbRDKMBAEMOCTb NaLlUeHToOB

¢ OMJ1 B 3aBUCMMOCTH OT peuma

KOHAULMUOHUPOBAHUA

O6uwana BbiXXMBaeMocTb nauueHToB ¢ OMJI nocne
POACTBEHHOW M HepoacTBeHHON anno-TICK oueHeHa
B 3aBMCMMOCTM OT HalMuiusa peMmnccum 3aboneBaHns
N PeXMmMa KOHAMLMOHUPOBAHUS.

Mpu npoBeaeHunn anno-TICK B nepson NP natu-
netHaa OB coctaBuna 71% (95% AN 56-86), BO
BTOpon MNP — 39% (95% AN 18-60), BHE peMuccuu
3ab6oneBanua — 20% (95% AN 4-36) (p < 0,001).

Mpu cpaBHEHWN B 3aBUCUMOCTHM OT PEXMMA KOH-
anumoHupoBaHus OB nauMeHTOB MMena HeKoTopble
pa3nunuund. Tak, npu BbinoaHeHun anno-TICK ¢ MAK
wnn PUK B nepsown NP OB coctaBuna 65 (95% AU
45-85) 1 80% (95% AN 59-99) (p = 0,4), BO BTOpOM
MNP — 65 (95% AN 35-95) n 17% (95% AN 1-37%)
(p = 0,003), BHe pemuccun — 17 (95% AN 1-43)
n 19% (95% AN 1-37) (p = 0,2), COOTBETCTBEHHO
(puc. 1 A-B).

Bo3pacT nauMeHToB, HaxOAMBLUMXCS B MNepBOM
n BTopon MNP OMJ1, He oKa3biBan BAngaHus Ha OB: y
neten o 14 net — 71 (95% AN 53-89) n 56% (95%
AN 27-85) (p = 0,5), y noapocTkoB B Bo3pacTte 14-21
roga — 51 (95% N 18-84)n 31% (95% AN 3-59) (p =
0,2) Bbixxuswnx npu MAK n PUK anno-TICK, cootBeTcT-
BeHHO. K ¢paKkTopam, He nameHaslmnm OB npu npsamom
conoctaBneHnn MAK n PUK anno-TICK, oTHocKnMCb
TMN AOHOpa [poAcTBeHHbIN — 55 (95% [N 16-94)
n 80% (95% AN 45-100) (p = 0,8), HEPOACTBEHHbIN
— 66 (95% N 47-81) n 36% (95% AN 14-58) (p =
0,1)] n uctouHmk NCK KM [67 (95% AN 43-91) n 73%
(95% O 46-98) (p = 0,9), cooTBeTCTBEHHO]. OB Npu
ncnonb3oBaHuKn uctovyHmka N'CK na NMCKK npu cpaBHe-
Hun MAK n PUK pazsnnyanace — 62 (95% 1IN 39-85)
n 20% (95% AN 0-44) (p = 0,05). CteneHb oPTIX
OKa3blBasia HeKOTopoe BaMsHME Ha OB nauveHTOB B
3aBUCMMOCTHM OT pPEXMMa KOHANLMOHUPOBAHUS, OAHa-
KO 6€e3 CTaTUMCTUYECKOM AOCTOBEPHOCTU, BO3MOMKHO,
BBMAY HEGONbLLIOrO0 KOAMYECTBa MaLMEHTOB B CpaB-
HUBaeMbIX rpynnax. Tak, Npu OTCYTCTBMM NPU3HAKOB
oPTMNX OB nauuneHToB 6biNna 61 (95% AN 32-90) n
53% (95% AN 13-93) (p = 0,7), npu Hanuuuu |-l cTe-
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Puc. 1. O6was BbKMBAaEMOCTb NaLMEHTOB C OCTPbIM MUENOUAHBIM
nenkosom nocne anno-TICK B 3aBucnmocTu ot ctagum PTIMX n
pexuma KoHguumonunpoaHus (MAK, PUK)

lMpumeyaHme. PTIX — peaKkuus «TpaHcnaaHTaT NpoOTUB X035KnHa»,
MAK — muenoabnatuBHble peXmnMbl KOHAWLMOHUPOBaHUS, PUK —
PEeXUM KOHAMLMOHMPOBAHUSA CO CHUKEHHOW MHTEHCUBHOCTbIO.

neun — 77 (95% AN 55-99) n 44% (95% AN 16-72)
(p =0,2) nocne MAK n PUK anno-TI'CK, cooTBeTCTBEH-
Ho (puc. 2 A, B); npu IV ctenenn — 43% (95% AN 7-79)
nocne MAK, Torga Kak nocne PUK anno-TIFCK normnénu
BCe nauueHTbl (MeamaHa 4 mec) (p = 0,1).
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Puc. 2. 061as BbI}KMBAEMOCTb NaLMEHTOB C OCTPbIM MUENOUAHBIM
NIeNKO30M B NEPBOM U BTOPOM NOSHOM PEMUCCHUM MOCNe
annoreHHon TpaHcnaHTaLumMmM reMonoaTUYECKMUX CTBOTOBbIX
KNEeTOK B 3aBMCUMOCTH OT cTeneHu octpon PTIMX 1 pexuma
KoHAuunoHuposaHnus (MAK, PUK)

MpumeyaHne. A — nepsas nonHas pemuccua, b — BTopas nonHas
pemuceus.

PTMNX — peaKuus «TpaHcnnaHTaT NPOTUMB Xx03auHa», MAK —
MUenoabnaTuBHblE PEXUMbI KOHAULIMOHUPOBaHKUA, PUK — pexum
KOHAMLMOHMPOBAHMUS CO CHUXKEHHOW MHTEHCUBHOCTBIO.

Peuunausbl

Peunansbl OMJ1 nocne MAK n PUK anno-TICK
BO3HMKaNuM B nepunoabl ot 2 o 55 mec (megmnaHa 10
Mec) n oT 2 no 25 mec (MeanaHa 7 Mec), n cocta-
Buan 24 (95% AN 10-41) n 29% (95% AN 12-48)
(p = 0,7), cooTBETCTBEHHO. He BbIABNEHO pa3nn4ini
B BepoATHOCTHU peumnana OMJT B 3aBMCMMOCTH OT
BO3pacTa nauueHTa: go 14 ner — y 20 (95% AU
7-38) n 33% (95% AN 9-60) (p = 0,5); ¢ 14 oo 21
roga —y 29 (95% AN 5-59) n 27% (95% AN 5-56)
(p = 0,9). Npn cpaBHEHUM NALMEHTOB, HAXOAMUBLINX-
cq B pemuccun OMIJI, npu nposeaeHmn MAK n PUK
anno-TIFCK BeposaTHOCTb peunamBa He 3aBucena oT
Tuna goHopa u uctoyHnka NCK — poactBeHHOro u
HepoacTBeHHoOro (p = 0,2 nu p = 0,3, COOTBETCTBEH-
HO), KM nTICKK (p = 0,9 n p = 0,4, COOTBETCTBEHHO).
B HaweMm nccnegoBaHWmM yCTaHOBAEHO 1IOCTOBEPHOE
CHUXXEeHWe KonuyecTBa peuuavBOB y MNaALMEHTOB,
nmeBwmnx 1-3-10 cteneHb oPTIX npu npoBeaeHmK
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MAK B cpaBHeHunu ¢ PUK anno-TICK (p = 0,05), u
OTCYTCTBME 3TOr0 BAUSHUSA NPU Pa3BUTUU XPOHUYE-
ckon PTIX (xpPTMX) (p = 0,2). O6uan xapaktepu-
CTMKa GaKTopoB, BAUSAIOWMX Ha pa3BUTUE peunan-
Ba, NpeacTtaBneHa B Tabn. 2.

OCnoXHEeHUS U NeTaIbHOCTD,

He cBAA3aHHaA ¢ peuuauBom

Mpu nposeaeHnn MAK n PUK anno-TICK pasnu-
4ynsg HabNOAaIUCb B Pa3BUTUM OCNIOXHEHWW paHHe-
ro nepvopa. Tak, B nepuoa go 100 aHen nocne PUK
anno-TFCK oTMeYyeHO CHUKEeHWEe OCNOXKHEHWUN, CBS-
3aHHbIX C TOKCMYHOCTbIO NMpenapaTtoB — MYKO3WUTOB,
TOKCUYECKMX renaTtutoB, remopparn4yeckmx LMCcTUToB,
BEHO-0KK/1II03MOHHOMW 60ne3Hu. [pn aToM Habnoaanm
conocTtaBumyto mexay MAK n PUK anno-TI'CK vacTo-
TY MHOEKLUMOHHbBIX OCIOXXHEHUH — 83 1 77%, B TOM
yucne UMUTOMEranoBUPYyCcHYO MHPeKUMo — B 45 u
31%, nHbEKUMIO, BbI3BAHHYO rpamMoTpuLaTenbHbIMU
wrtammamm — B 27,5 1 41%, rpubKoBble MHDEKLINU —
B 20 n 12% cny4aeB, COOTBETCTBEHHO.

JleTanbHOCTb Cpeau MauMeHTOB He 3aBucena oT
BO3pacTa U pexnma KOHAWMLMOHUPOBAHMS, MOCKOb-
Ky BO3HUKILLIME OCNOXHEHUSA GblIM COMOCTaBMMbI MO
CNEKTPY U THAKECTU KIAMHUYECKUX MPOSBNEHUN MpH
PUK n MAK anno-TTCK. OCHOBHbIMW MNpUYMHaMKU
netanbHbIX Ucxogos npu PUK anno-TICK ctanu peum-
ams/nporpeccus B 10 (36%), vHpekuna — B 5 (21%),
OoPTNX —B 12 (43%) cnyyasnx, npy MAK anno-TICK —
peunauns/nporpeccus — B 10 (37%), nHdeKuma — B 8
(30%), oPTNX — B 6 (22%), TOKCU4YHOCTb — B 3 (11%).

OBCYXAEHME

AnnoreHHaa TICK ¢ npumeHeHnem PUK cyulecT-
BEHHO paclwunpuia BO3MOXHOCTM [aHHOro meToaa
B JIe4EHMM OCTPbIX JIENKO30B y B3pocnbix [16, 17].
MpumeHenne PUK y peten n nogpoctkoB ¢ OMJ1 u
OJ1/1 po cux nop saABnNAeTca NpPeaMeToM AUCKYCCUMW,
YTO CBA3AHO C HEOAHO3HAYHOCTbO MHEHMS MO NOBO-
ny 6onee BbICOKOM BEPOSATHOCTM pPa3BUTUA peLmanBa
[16]. OgHaKo paHee BbIMOMHEHHbIE WCCNEA0BAHUSA
nokaszanu addeKTnBHOCTb PUK y geTen ¢ BbICOKUM
puckom OJ1JT — 50% natuneTHioto OB [11], a Takxe
cpaBHUMYytO npu conocTtaBnenHnn PUK n MAK anno-
TICK y neter ¢ OMJ1 — coOTBeTCTBEHHO, 45 1 48%
naTunetHoo OB (p = 0,9), 39 n 39% vacToTy peumam-
BOB (p = 0,9), 16 n 16% netanbHOCTb, CBA3AHHYIO C
anno-TrcK (p = 0,7) [15].

B Hallem nccnegoBaHuMm NoyYeHbl aHHble, CBU-
[eTenbCTBYOUME O COMOCTAaBMMOW B LEIOM NATU-
netHen OB mauymeHToB Npu npumeHeHnn MAK n PUK
anno-TrCK — 64 1 42%, cOOTBETCTBEHHO.

OB umeeT BMOMHE O6GBACHUMYIO 3@aBUCUMOCTb
OT Hanunums pemuccun OMJT Ha MOMEHT nposeje-
Hua anno-TTCK — B nepBon NP 65 n 80%, BO BTO-
pov MNP — 65 n 17%, BHe pemuccun — 17 n 19%
nocne MAK wn PUK anno-TICK, coOTBETCTBEHHO.
MonyyeHHble focToBEpPHbIE pasdnnyna B OB y naumeH-
ToB BO BTOpon pemuccun OMJ1 npn MAK anno-TICK
(65%) no cpaBHeHuto ¢ PUK (17%) (p = 0,003) moryT
CBUIETENbCTBOBATb O HEOGXOAMMOCTM COYETAHHOIro
LMTOCTAaTU4ECKOro 1 UMMYHOAAaNTUBHOIO BO3/ENCT-
BWS Ha OMYXOJIEBbIN KJIOH.

Ta6auua 2. PeunanBbl NoCe annoreHHown TpaHcnaaHTaumMm reMonoaTUHeCKMX CTBOIOBbIX KNIETOK Y NaLMEHTOB C OCTPbIM
MWENOUAHbLIM TENKO30M (CPaBHEHWE PEXMMOB KOHANLMOHUPOBAHWS)

Peuunpue
MAK PUK
Nokasartenb p
n % (95%4W) n % (95%W)

Bce naymeHThb 42 24 (10-41) 30 29 (12-48) 0,7
BospacrT, ner:

<14 26 20 (7-38) 12 33(9-60) 0,5

14-21 16 29 (5-59) 18 27 (5-56) 0,9
[oHop:

HEepPOACTBEHHbIN 31 20 (7-39) 25 33(13-54) 0,3

POACTBEHHbIN 11 29 (6-58) 5 0 0,2
TpaHcnnaHTar:

KOCTHbI MO3T 22 26 (9-48) 13 26 (5-55) 0,9

nepudepunyeckas KpoBb 20 18 (4-40) 17 32 (8-60) 0,4
oPTNX:

0-9 cTeneHb 30 53(21-78) 23 41 (7-75) 0,5

1-3-9 cTeneHb 14 0 18 27 (7-53) 0,05

4-q cTeneHb 7 0 3 0 -
XpPTIIX*:

aa 15 11 (1-39) 16 22 (4-48) 0,2

HeT 20 39 (17-61) 8 54 (11-85) 0,8

lMpumeyarHne. MAK — muenoabnatMBHble peXXUMbl KOHANLMOHMPOBaHWS, PUK — pexxnum KOHAMLMOHUPOBAHUS CO CHUMKEHHON
MHTEHCMBHOCTbIO, OPTIX/ XpPTIX — ocTpas/XxpoHW4YecKas peakums «TpaHcnaaHTaT MpOTMB XO35nHa»r.

* — aHaNM3MPOBaNNCh aHHbIE MALMEHTOB, NPOXMUBLLIKX > 100 gHEN.




OPUIrMHANIbHBIE CTATbH

O6pauwaer BHMMaHWe AMHAMUKA W3MEHEHUS
BbIXXMBAEMOCTM MaUMEHTOB — 6Gonee AAUTeNbHbIN
nepuop Bbixoga Ha cTabunbHbIM ypoBeHb nocne MAK
B cpaBHeHuu ¢ PUK anno-TICK. Tak, np1 Ha3Ha4YeHnu
MAK OCHOBHble COb6bITUS, NOTPE6OBABLLME UCKJIOYE-
HUSA NauMeHTa U3 nccnegoBaHus, Habnaanm B Teve-
Hue 70 mec nocne anno-TICK, npy npumMeHeHnn anno-
TICK ¢ PUK — B TeyeHue 31 mec.

YacTtoTa peunamBoB B 06LMX rpynnax y naumeH-
ToB ¢ OMJ1 nocne MAK n PUK anno-TICK 6bina cono-
ctaBnuma — 24 n 29% (p = 0,7), COOTBETCTBEHHO. TeM
HEe MeHee B HalleM uccneaoBaHWW YCTaHOBJIEHO,
410 passutme oPTIX I-IIl cTeneHn CHUXKaeT 4yacToTy
peumansoB nocne MAK no cpaBHeHuto ¢ PUK anno-
TICK (p = 0,05), oTMeYEeHO TaKKe OTCYyTCTBME 3TO-
ro BansHua npu pa3sutun xpPTMX (p = 0,2), 4To He
cornacyeTtcsl ¢ aHHbIMW aBTOPOB, yKa3blBaloWMX Ha
MMEIOLLMNCA NPOTUBOPELMANBHBIN 3ddeKT OPTIX K
xpPTIX, n TpebyeT ganbHenwero aHanusa [15].

Ha atom doHe conoctaBumbie MAK 1 PUK pesynb-
Tatbl Npu BbinonHeHUU anno-TICK B peunanse moryT
CBMAETENbCTBOBATb O BO3MOMXHOCTWU JIEHYEHWUS [aH-
HblX MalLMEHTOB C YNOpPOM Ha WMMMYHOaAanTUBHOE
BO3/encTBMe, 60/ee BbiParKEHHOE NPW BbIMONHEHUMU
PUK anno-TICK.

[pyrne ¢paxkTopbl, @ UMEHHO TUMN AOHOPa — POACT-
BeHHbIN (55 1 80%; p = 0,8) n HEPOACTBEHHbLIN (66 U
36%; p = 0,1), He okazanu BaMsaHUA Ha OB nauneHTOB
npu BbinonHeHnn MAK n PUK anno-TICK, cooTBeTCT-
BEHHO, 3a UCKtoYeHnem uctodHmka 'CK. Tak, npume-

HeHue MNCKK cyuwiectBeHHO BAunsano Ha OB nauneHToB
npu cpaBHeHnn MAK n PUK — 62 n 20% (p = 0,05),
COOTBETCTBEHHO, YTO MOXeET OblTb CBSA3@HO C 60/b-
len netanbHOCTbIO NauueHToB ¢ OPTIIX IV cTeneHu
npu PUK (n = 5, Bce norn6aun) no cpaBHeHuto ¢ MAK
(n =12, »uBbl 4). [eMON0O3TUYECKME CTBONOBLIE KN1ET-
KW, nonyyeHHble n3 KM, He nmenu pasnnyuns BO BIKU-
AaHuMM Ha OB npu MAK n PUK anno-TTCK — 67 1 73%
(p =0,9), cOOTBETCTBEHHO.

Takum 06pa3omM, HECMOTPS Ha TO, YTO NpPW aHanm-
3€e pas3nnyHbIX rpynn naumeHToB anno-TICK ¢ PUK u
MAK MoXeT MMeTb HeOIMHaKOBYO 3ODEKTUBHOCTD, B
uenom OB geten u nogpoctkoB ¢ OMJ1 umena cono-
CTaBMMble 3HA4YeHMus.

3AK/TIOYMEHHME

3P PEKTUBHOCTb PEKMMOB KOHAMLIMOHMPOBAHUS
CO CHWXEHHOW MHTEHCUBHOCTbLIO 103 CcOMocTaBMmMa ¢
MnenoabnaTtMBHbIMU peXMMamMn KOHOAMLMOHMPOBA-
HMA Npu npoBeaeHun anno-TICK y aeten n noapocT-
KoB ¢ OMJI. Mpu 3TOM OKOHYaTESIbHbIW BbIGOP PEXM-
Ma KOHOMLUMOHMPOBAHUSA [OMKEH OblTb 06CYXKAEH
C YYEeTOM COCTOSHUSA MauueHTa, peMuccuu 3abone-
BaHWS, NCTOYHWKA TpaHCcnaaHTaTa 1 KOMOPOUAHOro
craTyca.

KOH®JIUKT UHTEPECOB

ABTOpPbI @aHHOW CTaTbW NOATBEPAUIN OTCYTCTBMUE
GrHaAHCOBOW MOAAEPKKU/KOHPNMKTA UHTEPECOB, O
KOTOPbIX HEO6XOAMMO COOBLMUTD.
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MynbTudOKanbHafa ocTteocapkoma:
onucaHue KJIUHUYECKOro cny4yas

B cTtatbe npuBoOANTCA PEAKUI KIIMHUYECKUI Clydai MyJIbTUGHOKaIbHOM CUHXPOHHOM OCTEOCapPKOMbI y nayneHTa
B Bo3pacte 10 neT ¢ nopaKeHnem 6eApeHHbIX M NpaBoy M1€4eBON KOCTEN, BbISIBJIEHHbINA B OAHON U3 KIAMHUK
N3panns B 2014 r. MNaumneHTy 6b1710 NPOBEAEHO KOMOUHUMPOBAHHOE JIeYEHNE, BK/OYaBLLIEE 3HAONPOTE3NPOBAHNE
MOpPaKEeHHbIX y4aCTKOB. Ha MOMEHT HanncaHusi cTaTby NaLMeHT KB 6€3 MPMN3HaKoB MposiB/eHuns 3a60/1eBaHUsI U
MOYKET CaMOCTOSITE/IbHO NepeaBuraTbcsi 6€3 MoMoLUM KOCTbIIEMN.

KnioyeBbie caoBa: jeTCKasi OHKOJIOrusi, octeocapKoma, My/sibTUgOKaibHasi ocTeocapKomMma, 3HAONpoTe-
3upoBaHue.

(AnauyntupoBaHus: LUtepHxanmA., JleBuH ., MuHuctepckmin M., HupkuH A., Bukenc k., Jagma C., KonneHgep E.,
lopT3ak E., PeikoB M.1O., CeHxkanosa 3.P., 13amnaen A.3., Nonsgkos B.[. MynbTndokanbHas octeocapKoma: onu-
caHuWe KIMHU4YecKoro cnyyas. OHkonegmatpus. 2015; 2 (4): 404-408. Doi: 10.15690/onco.v2.i4.1467)

BBEJAEHME

OcTeocapkoMa — MEepBUYHO 30KaA4YEeCTBEHHas
OMyXo/lb KOCTEN, KOTOpasi pa3BMBaeTCs M3 NPUMUTUB-
HbIX ME3eHXMMaslbHbIX CTBONOBbIX KN1ETOK, CMOCOOHbIX
anbdepeHUMpoBaTbCa B KOCTHYI, XPSLWEBYIO WM
dunbpo3Hyl0 TKaHK; cocTtaBngetr 3% Bcex 3MoKaye-
CTBEHHbIX OMyxonen y aeter v NoapoCTKOB. YacTtoTa
BCTpeYyaeMocTn — 4 cnyyasd Ha 1 MJIH AETCKOro Hace-
neHns B rof, 4to coctaBnseT 35-50% Bcex 3n10Kave-
CTBEHHbIX OMyX0/ien KOCTEN B AETCKOM Bo3pacTe [1, 2].

Okono 60% cny4yaeB OCTEOCApPKOM PErucTpupy-
eTcs B Bo3pacTte oT 10 go 20 neT, NpeMmyLLeCTBEH-
HO B npenybeptaTHOM W ny6epTaTHOM nepuoaax.
[eHaepHOEe COOTHOLEHNE (MasibY4UKM [1€BOYKMW)
coctaBnget 1,3-1,6:1 [3].

B 50% cnyyaeB onyxofb nNOKanu3yeTcsd B Mpo-
€KUM KONMEHHOro cyctaBa (AuCTalbHble OTAENbI
6epeHHON KOCTK, NPOKCUMasbHble OTAE bl 60/bLIE-
6epLoBoi KocTK). TpeTbe MEeCTo Mo YacToTe BCTpe-
4YaemMOCTM 3aHMMaEeT MoparKeHMe MNPOKCUMMasbHOro
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Multifocal Osteosarcoma: A Case Report

The article describes a unique clinical case of multifocal synchronous osteosarcoma patient 10 years old
with the defeat of the right femur and humerus identified in a clinic in Israel in 2014. The patient was con-
ducted a combined treatment including arthroplasty. At the time of this writing, the patient is alive without
evidence of disease manifestations and can independently move without crutches.

Key words: pediatric oncology, osteosarcoma, multifocal osteosarcoma, arthroplasty.

(For citation: Sternheim A., Levin D., Ministersky M., Nirkin A., Bickels J., Dadia S., Kollender Y., Gortzak Y.,
Rykov M.Yu., Senzhapova E.R., Dzampaev A.Z., Polyakov V.G. Multifocal Osteosarcoma: A Case Report.
Onkopediatria. 2015; 2 (4): 404-408. Doi: 10.15690/0onco0.v2.i4.1467)
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MeTaanadusa nnevyeBon KocTU. [lopaxeHne aKcu-
anbHOro cKkeneta (Ta3, NO3BOHOYHbIN CTON6) BCTpe-
yaeTcsa B 12-15% [2].

Hanbonee 4acTbiMn cumnTomamu 3aboneBa-
HUS ABNgeTcs 60NEe3HEHHOCTb B MECTEe MOparKeHus,
JIOKalibHbIX OTEK TKaHen W HapyweHue GyHKUUKW B
NPOEKLMK NopaxKeHHOro cyctaBsa. J/luxopaaka v CHU-
EeHMe Beca BbIIBAIOTCA peako npu MaHudecTa-
uMn 3aboneBaHud. py HanM4YMM METAcCTaTUYECKOro
nopaxeHus Nero4yHom TKaHW BO3MOXHO MosiBieHUe
KNMHUYECKOM KapTUHbI MHEBMOHMMK, NneBpuTa [2].

MynbTudoKanbHaa ocTteocapkoma — Haubosnee
pefKUI BapuaHT OMyXoau, KOTOPbIK MOXHO pasje-
JINTb Ha [ABa TUNa: CUHXPOHHYK C OAHOMOMEHTHbIM
nopaxkeHuem AByx U B6ofiee KOCTEN U MeTaxpoHHYIO,
XapaKTepuayloLwylocd nepBoHavyalibHbIM MOpPaXKeHU-
€M OJHOM KOCTU C nocnefyoumnm BbiIgBIEHMEM O4a-
roB B Apyrux Koctax [4].

OB30P JIUTEPATYPbI

B 3apy6exxHow nutepatype ony6/MKOBaHO HECKOSb-
KO cTaTei, MOCBSLLEHHbBIX OMUCaHWIO KaK OTAEeSIbHbIX
KIIMHUYECKUX CNyYaeB, Tak U cepun HabtoaeHNW naum-
€HTOB C MY/NbTUHOKaIbHOM OCTEOCAPKOMOWM.

AV. Maheshwari n coaBT. (BaWMHITOHCKNK ©0JIb-
HUYHbIM UeHTp, CLUA) ony6anKoBanu KAMHUYECKUM
cnyyan 6wunatepanbHOM CUHXPOHHOM nepuocTalb-
HOM OCTEOCapKOMbl C MOPa*KEHWEM MPOKCUMalb-
HbIX OTAENOB 60/bllebepLOBbIX KOCTEN Yy 12-neTHen
[EBOYKM C cuHapomom Jin-dpaymenun. [auneHTKke
Oblla npoBefAeHa NOAMXMMMOTEpPANUa MO CXeme
MAPIE (European and American Osteosarcoma Study
Group, EURAMOS 1) npenapatamu MeToTpekKcar,
[oKkcopybuumnH, UucnnatmH, Beneauna, Udocodomua.
MNMocne HeoaablOBAHTHOM XMMMUOTEPANMK OblN0 BbINOS-
HEHO yaaslieHne Onyxonn ¢ 06enx CTOPOH M 3HAOMPO-
TesnpoBaHue. [JoCTUTrHYT nevyebHbin natomopdos 2-i
cteneHn. K MoMeHTy ny6avMKkauuu npowwno 5 net nocne
3aBEPLUIEHHOr0 IeYeHus, NporpeccMpoBaHuns 3abone-
BaHWA He OTMeYeHo [5].

B. Kunze u coaBT. (TtOBMHIEHCKUN YHUBEPCH-
TeT, fepmaHns) NpeacTtaBuan ABa KIAMHUYECKMX Chy-
yad CUMHXPOHHOW MynbTUPOKaNbHONM OCTEOCapPKOMbI.
MepBbint cnydan 6bin BbiABAEH y 14-neTHEN AEBOYKHM
C CUHXPOHHOW MyNbTUGOKaNbHOM OCTEOCAPKOMOWN C
nopaxeHMeM MNPOKCUMaNbLHOIo0 U AUCTaNbHOIO OTAe-
/IOB NpaBon OeApeHHOM KOCTU W MPOKCMMabHOro
oTaena npaBon 60/bliebepLoBON KOCTH. [auneHTKe
Oblna NnpoBeaeHa nonMxnummoTtepanus no cxeme COSS
(dokcopy6buumH, UnucnenatuH, MetoTpeKkcart, Benesug,
[ONOKcaH) 1 XMPYpruyeckum atan fevyeHns B oobeme
pe3eKLUn NopaxeHHbIX Y4aCTKOB KOCTEW C 3amelle-
HMeM aedeKToB aHaonpotedamu. HYepes 1 rog nocne
3aBEPLIEHHOr0 JieYeHUs Obll BbISBIEH JIOKa/bHbIN
peunamMB ¥ MeTacTaTUYECKOE TMOpaXKeHUe JNerkux.
Btopo# cnyyan onucaH y 14-neTHero masnbynKka ¢ CUH-
XPOHHOW MyNbTUdOKaNbHOM OCTEOCAPKOMOW C nopa-
KEHMEM MPOKCMMaNbHOro otaena 60/bliebepLoBOn
KOCTM W AUCTaNbHOro otaena 6eApeHHOM KOCTU C
NPOTUBOMOOMXHON CTOPOHBbI. lNauneHTy 6bi1a npose-

JeHa nonuxumuotepanusa no npotokony EURAMOS 1,
BbINOMHEHO 3HAOMPOTE3MPOBaAHME. Yepes rojg nocne
3aBEPLIEHHOr0 NeYyeHns Obina oTMeYeHa AMCCEMUHA-
uma 3abonesaHus [6]. O6a nauveHTa ymepan oT npo-
rpeccupoBaHns ONMyxoneBoro npoLecca.

G. Bacci n coaBT. (MHCTUTYT opToneamn Puuuonm,
BonoHba, UTanuq) onybnnkoBanu pesynbstaThl 1Ie4eHuUs
42 nauneHToB C CUHXPOHHOM MYNbTUPOKaNbHON ocTe-
ocapKomMon 3a nepuog ¢ 1986 no 2002 r. MauneHTs
nony4vanu nedenue no npotokonam IOR/0S4 (n = 18) u
IOR/0S5 (n = 24). CpeaHunit BO3pacT NauMeHToB cocTa-
BW 16 neT, n3 Hux 23 naumeHTa 6biM B BO3pacTe A0
15 neT. Bbicokasa cTeneHb ne4ebHoro natomopdosa
6blna gocturHyTa y 35,7% naumeHTtoB. B uccnenosa-
HUSAX 6bII0 MOKa3aHo, YTO HanyYne AOMNOMHUTENbHOMO
o4yara KOCTHOro rnopaxKeHus cTaTMCTUYECKN IOCTOBEP-
HO CBS1I3aHO C Heb6naronpusaTHbIM MPOrHO30M 3ab60-
neBaHua (p = 0,001). OnepaTnBHOE yaaneHue Aonon-
HUTE/IbHbIX O4YaroB OMyXOJEBOr0 MOPaXKEHWUsI KOCTEW
CTaTUCTUYECKM JOCTOBEPHO YNyYllIaeT NPorHo3 3abo-
neBanus (p = 0,0001) [7].

P. Brandal u coaBT. (HopBexcKkasa bonbHuua Pagus,
MoHTteb6enno, Ocno, HopBerus) npeacraBuaM OMu-
CaHWe Tpex cliy4yaeB CUHXPOHHOM MYyNbTUhOKaNbHOM
ocTeocapKombl y aeten 3a nepuog ¢ 1981 no 2006 T.
14-neTHW ManbymK C NopaxkeHnem eBov 6onbluebep-
LLOBOWM KOCTU 1 neBoro 6eapa v 13-neTHAs AeBOYKa C
nopaxeHnmem npaBon 60/bliebepLIOBON KOCTH U Yepe-
na nornéau, Tak Kak He Noy4YnMan KOMOGMHUPOBAHHOIO
fiedeHns. 17-neTHen OeBOYKE C MOpaxeHUeM MnpaBon
njeyeBoOn KOCTK M Yyepena 6bi10 NPOBEAEHO Nporpam-
MHoe nevyeHue no npotokony EURAMOS 1: Ha MOMEHT
ny6anKauun nauMeHTKa ¥uBa 6e3 NpPU3HaKoB Mpo-
rpeccupoBaHus 3ab6oneBaHus B Te4eHue Tpex net [8].

D. Corradi v coaBT. (KnuHunka Meno, PoyecTep, wrat
MwuHHecoTa, CLUA; WHcTMTYT opTtoneaun Puuuonw,
BbonoHbsa, UTanusa) onuvcann 22 cny4yass CMHXPOHHOM
MYNbTUDOKabHOM OCTeocapKombl 3a nepuog ¢ 1975
no 2005 r. CpegHuit BO3pacT nauMeHToB cocTaBun 16
net. BocbMM naumeHTam 6b110 NPpoBeAEHO KOMOUHMPO-
BaHHOe leyeHune. ToNbKO OIMH M3 BOCbMM MaLMEHTOB
npeoaonen nopor 5-neTHen BbIXMBAEMOCTU 6€3 Npo-
rpeccupoBaHusa 3aboneBarus [9]. OcTanbHble yMepau
OT NPOrpeccupoBaHuns oMyxoneBoro npouecca.

B nwuTepaTtype onucaH BCero OAWH clydau
METaxXpPOHHOM OCTEOCapKOMbl C TMOpPaXKeHUeM Tpex
KocTen y naumneHTa 18 net. Yepes 10 net, B 1983 1.
y Hero 6b110 BbIBIEHO MOpaXKeHwe neBoro 6eapa U
npoBeAeHO KOMOWHMPOBAHHOE Jfle4YeHne, BKJOYaB-
lee poTauMOHHYyl0 nnactuky. B 1993 r. y nauueHTa
o6HapyxeHo nopaxkeHune Thio-N03BOHKA (BbINOIHEHA
€ero pe3eKkums), a eule 4yepes 12 net B 2005 . — nopa-
KEeHWe NpaBon 6eapeHHOM KOCTH, 4TO nNoTpeboBano ee
aHaonpoTesnpoBaHusa [4]. lpn aToM MeTacTa3npoBa-
HUS B NIErKMEe He BbiBNeHO. Ha MOMeHT nybnunkaumm
CTaTbM NaLMEHT Bblfl XNB 6€3 NPU3HAKOB NPOrpeccu-
poBaHusa 60JIE3HM.

Taknm o6pasom, ¢ 1975 no 2012 r. 66110 onuca-
HO 80 cnyyaeB MynbTUDOKaNbHOM OCTEOCAPKOMbI Y
faeten (cpeaHui Bo3pacT 16 feT) ¢ noparKeHneMm AByX




K/IMHUYECKOE HABJTIOAEHUE

Puc. 1. PeHTreHorpamma npasoro 6eapa yepes3 5 mec nocne
nepenoma npasow 6epeHHON KOCTH

KocTen. MporHo3 y nauneHToB 3TOMW rpynnbl He6naro-
NPUATHBbIN: 5-n1eTHAA 06Laa BbIXXMBAEMOCTb He npe-
BbiwaeT 15% [10].

KJAUHUYECKUHA NPUMEP

MauneHT X., Bo3pacT 10 feT, NOCTyNnA B KIMHUKY
Ll,aHa-,El,y:aK1 (Tenb-ABuB, N3paunb) B sHBape 2014 .
cnyctsa 5 Mec nocne Havana neyeHus anadusapHoro
nepenomMa npaBon 6e4peHHON KOCTH, NOAYYEHHOIO BO
Bpems urpbl B ¢pyt607. OTMETUM, YTO €eLle A0 TpaBMbl
Manb4ymMK NpeabaBnsn ¥anobbl Ha 6014 B NpPaBOM U
neBom 6eape, KoTopble 6bIIM OTHECEHbI K MOCNEACT-
BMAM 3aHATMM cnopTom. [pu NOCTYNAEHUU NauneHT
TaKkXXe npeabaBnsan }anobbl Ha OTEK YacTu NMpaBoro
6eapa v 60 B NpaBOM nJeye, NOSBMBLUMECS MOCNe
nepenomMa, To ectb 3a 5 Mec o rocnutaamsanmm.

Mpu peHTreHorpadmm M MarHMTHO-PE30OHAHCHOM
ToMOrpadpummn npaBon 6GeApPeHHON KOCTU ObiN0 3ano-
[103peHO onyxoneBoe nopaxeHue (puc. 1, 2). Mpwu

1 MeauumHCKui LeHTp um. 3. CypacKn — OAMH U3 KPYyMHEeNLWnx
MEAULMHCKMUX LLeHTPOB M3paunnsg — 6bin1 ocHoBaH B 1951 1. #
OoTKpbIT 01.02.1961 r. o 1973 r. KAIMHUKA HOcuNa Ha3BaHue
«bonbHMua MxunoeB» B 4ecTb 3amMecTutens mapa Tenb-ABuBa
Mopgaexasa MxunoBa, 3aHUMaBLLIEro NOCT npeacefaTens KOMUC-
CUM NO CTpOUTENbCTBY 60bHMULLI. B 1973 1. O6wecTBom Apy-
3en 60nbHULbI M. M. Mxunosa, MyHuuunanuteTom Tenb-ABuBa
1 MpaBuTenbcTBOM M3panng 6bl10 NognucaHo cornalexue, B
pamKax KoToporo 6osbHMLa noayymna umsa 3. Cypacku B 4ecTb
MeKCHKaHCcKoro ¢unaHtpona Anuaca Cypacku. B HacTosiwee
BpeMS MeAWUMHCKUMI LEeHTp o6beauHaeT 60/bHULY 06Liero
npoduna Mxunos, peabunnMtaunoHHoe noapasaeneHume um. aa
Cypacku, poannbHbIv 4OM JIUC U AETCKYO KNMHUKY JaHa-[lyakK,
OCHOBaHHY10 B 1992 r. 1 Ha3BaHHYO M3Ha4YanbHO B 4eCTb PeHe
n Cybxu faHa, a B 2010 r. K Ha3BaHuto 6bl10 4O6ABNEHO UM
cembM [lyaK, BHECLWIMX BKNajJ B CO3JjaHNe COBPEMEHHOTO LIEH-
Tpa HEOT/IOXKHOM NOMOLLM.

Puc. 2. MarHuMTHO-pe3oHaHCcHas ToMorpadus npaBoro 6eapa
yepes 5 Mec nocne nepenoma npaBovn 6eapeHHON KOCTH

CUMHTUIpadUK KOCTEN CKesleTa — BbIABNEHbI o4aru
B JleBOM 6eape ¥ MpOKCMMasibHOM OTAene npaBown
nneyeBon KOCTU (puc. 3), 4TO ObIIO NMOATBEPKAEHO
peHTreHonornyecku (puc. 4, 5). Npn KOMMNbIOTEPHON
TOoMOrpadmn rpygHOM TMoOJNIOCTU MeTacTaTUYECKOro
NnopaXXeHUs NIErkux He BbIABIEHO.

B deBpane 2014 r. naumMeHTy O6bla BbIMOAHEHA
OTKpbITas 6MONCcKUs o4aroB, yCTaHOBJIEH ANMArHO3 MyJib-
TUHOKaNbHOM CUHXPOHHOM OCTEOCAPKOMBI C MopaKe-
HUEM 6e[IpEHHbIX KOCTEN M MPaBOW NJIEYEBON KOCTU.
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Puc. 3. CunHTUrpadus Kocten ckeneta. BuaHbl o4ary nopaxeHus
B NPaBON 1 IeBOM 6e4PEHHbIX KOCTSX, @ TaKXe B MpaBoW
nne4yeBomn KOCTu
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Puc. 6. PeHTreHorpaMma npaBoro 1 1IeBoro 6e/pa, a Takxe
NpaBoro njeya nocse 3aBepleHnst KOMGUHUPOBAHHOTO JIeYeHNs

lpnmeyaHue. YCTaHOBEHbl TOTaNbHbIE 3HAOMNPOTE3bI 6EAPEHHbIX
KOCTEeW M NPOKCUMabHbIM 93HAONPOTE3 NPaBOW NJe4YeBOM KOCTH.

MauneHT nonyyun KOMOUHMPOBAHHOE JiIEYEHHWE:
XUMHUOTEpPanuio B HEOAAbIOBAHTHOM U afblOBAaHTHOM
pexumax (MetoTpekcart, [JokcopybuumnH, Lincnaatuh,
Beneswna, Upocdomuna), a TakKe XUpypruiyeckum atar,

3aHABLIMA 3 MEC M COCTOSIBLUMM M3 TOTaNlbHOrO 3HA0-
Puc. 4. PeHTreHorpamma nesoro 6eapa, BbINOAHEHHAsA Mpu .
06CNEN0BaHMM NALMEHTa B KIMHMKe JaHa-lyaK NnpoOTE3UPOBaAHUA OGE[PEHHBIX KOCTEW W PE3EKLUU
NPOKCMMasnbHOro OTAeNla npaBoOW MJe4EBOW KOCTU C
3aMelleHrem aedeKTa aHgonpote3om (puc. 6). lMpwu
rMCTONOrMYECKOM UCCliefoBaHUM NOCeonepaLMOHHO-
ro matepuana 6bia yctaHoBneHa 4-9 ctagus neyeb-
Horo natomopdosza. [locne Xxupypruyeckoro artana
naumMeHTy O6blla NpoBeAeHa agbloBaHTHas XMMMUOTE-
panug ¢ BKJIlOYEHUEM WUMMYHOMOAYIUPYIOLWEro npe-
napata MEPACT (Mudomyptua). Hepes 10 mec nocne
3aBepleHuns JIeYeHUa Masb4YMK CMOr nepeaBuratbecd
CaMOCTOATENbHO NMPWU MOMOLLW KOCTbITEN.

Ha MOMeHT HanucaHus cTaTbM NaLMEHT XUB 6€3
NPU3HaKOB MPOSBIEHUS OCHOBHOIo 3aboneBaHuA B
TeyeHne 23 MecsLEeB OT MOMEHTa YCTAaHOBNIEHNUS anar-
HO3a.

3AKJ/TIOYEHHME

HecmoTps Ha He6naronpuaATHbIM NPOrHO3 y Nauu-
E€HTOB C MYJIbTUDOKaNbLHOW OCTEOCAPKOMOM, MpuBe-
OEHHbIX KJIIMHUYECKUW NPUMEP WTIOCTPUPYET BO3-
MOXHOCTU OPraHOCOXPaHSAIOWEro flieYyeHUd [axe B
cny4yae MHOXECTBEHHOTO NMopaxeHus.

bnaropapHocTH

Penakuus BblparKaeT MCKPEHHIo 6/1aroqapHoCTb U
NpU3HaTeNbHOCTb Bpa4yaM AETCKON KNWMHUKKM JaHa-[yaK
(Tenb-ABuB, N3pawnib) 3a paspelleHne 1 NpefocTaBeH-
HYI0 BO3MOMXHOCTb OMNy6/MKOBaTb ONUCaHNE YHUKaNbHO-
ro KIIMHUYECKOro Cy4as Ha CTpaHuLax Halero XypHara.

KOH®JIUKT UHTEPECOB
ABTOpbI J@aHHOW CTaTbW MOATBEPAUSIN OTCYTCTBUE
bUHaHCOBOW MoAdepPKKU/KOHDNIUKTA UHTEPECOB, O

Puc. 5. MarHuTHo-pe3oHaHcHas Tomorpadus npason
nne4YeBon KocTy KOTOPbIX HEO6X0AMMO COOBLMUTb.
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E.l. TonoBHs, A.U1. CanTtaHoB, A.B. CoTHUKOB, B.H. BaitkoBa

Hay4Ho-uccnenoBaTenbCKUM MHCTUTYT AETCKOM OHKOIOMMK U reMaTonormmn POCCMMCKOro OHKOMOTMYECKOro
Hay4Horo ueHTpa um. H.H. bnoxnHa MuH3apaBa Poccun, MockBa, Poccuiickaa denepauns

Ucnonb3oBaHue npecencuHa (sCD14-ST)
B KayecTBe MapKepa cencuca
NPU KPUTUYECKUX COCTOSAHUSAX

B cTtatbe U3/10KeH KIMHUYECKUI C/lyHai MPUMUTUBHON HEHMPOIKTOAEPMasbHON OMNyXoau /1eBOW BUCOYHOM
KocTuy 8-netHero pebeHka. [peacTaBrieHbl JaHHbIE 1ab0paToOPHbIX UCCIEA0BAaHUI U UHTEHCUBHOM TEpanuu.
Kno4yeBble c/ioBa: geTH, cencuc, npecerncuH, nPpoKaabLUUTOHUH, UYHTEHCUBHas Teparnusl.

(Ana ynTupoBaHus: NfonosHs E.I., CantaHos A.W., CoTHmKoB A.B., bakoBa B.H. MUcnonb3oBaHuWe npecencu-
Ha (sCD14-ST) B Ka4yecTBe MapKepa cerncuca rnpu KpUTUYecKmnx coctosaHusax. OHkoneauatpus. 2015; 2 (4):

409-413. Doi: 10.15690/0nco0.v2.i4.1468)

BBEAEHME

JleyeHune 601bHbIX 3T0KA4ECTBEHHbLIMM HOBOOOPa-
30BaHUAMM OTHOCUTCS K pas3psaay CNOXKHbIX Npobrem.
CuctemHoe BO3[JeWCTBME 3/I0OKA4YECTBEHHOM OMyXo-
/I Ha OpraHM3m M NpoBeAeHWe KOMOWHUPOBAHHbIX
M KOMIJIEKCHbIX METOAO0B CheunanbHOro JevyeHus
COMPSXEHbI C pPas3BUTUEM OCJIOXKHEHWI, HEPEenKo
onpeaensolnx HebnaronpuaTHbIX NPOrHo3 3abone-
BaHUA. HeKoTopble U3 HUX — OCTpas dHAOTOKCEMMUS,
Cerncuc, CenTUYECKUM WOK — MNpeacTtaBnsaoT coboun
TUNOBOW MaToOJIOTUYECKUIM TPOLLECC KaK CTPYKTYyp-
HO-GYHKLIMOHaNbHbIA OTBET OpraHM3ma Ha TOKCuye-
CKYIO arpeccuto aH4OreHHOM 1 3K30reHHOW NpUpoabl.
Kaxabiv rog B Mupe peructpumpyetcsa Ao 18 MiaH cny-
YaeB OCJIOXHEHUM, CBA3AHHbIX C 3apaXXeHUEM KPOBMU.
Cencuc, TAXKenNbl CENCUC U CENTUYECKUN LLIOK ABS-
IOTCA OCHOBHOWM MPUYMHOW TMOENW NaLMEeHTOB — A0
30-50% 60nbHbIX [1].

B coBpemMeHHOW nMpaKTUKe AN AWMarHOCTUKM
OCTPOro MHOEKLMOHHOro mnpouecca MCnonb3yeTcd
paa cneundunyeckux tecTtoB. lpu aToM GaKTepuo-
JIOTMYECKUW MOCEB KPOBW 3ayacTylo [aeT oTpuua-
Te/ibHble pe3ynbTaTbl, K TOMY € €ero BbIMOJIHEHNE
3aHUMaeT aAnutenbHoe Bpems [2]. Hanbonee WMpoKo

MCNONb3yEMbIM MapKepoM MWHPEKLMOHHOITO nopa-
EHUS B HacToslllee BpeMs ABAseTcs NpoKasbLu-
TOHWMH. KOHUEeHTpauus npoKanbLMTOHMHA MOXKET
TaK)Xe MoBbllaTbCa NPM MACCUBHOM rMbBeNnn KNeToK
(Tshkenast TpaBMa, XMpPYpruyeckoe BMellaTenbCcTBO,
MaccuBHble oxoru) [3, 4]. B Takue nepuoabl Haae-
HO NOATBEPANTb MM UCKIOYUTb CEMNCUC C MOMOLLbIO
NPOKanbLMTOHMHA HEBO3MOMXHO. Ha paHHUX cTagmsax
pa3BUTUS CUCTEMHOW WMHOEKLUMM NPOKaNbLUTOHUH
NoBbIWAETCs He3Ha4YuTeNbHO, @ NpU pPas3BUTUKU cen-
cuca U3MEHEHUs NnoKkasaTtens NPoMCXOAaT CO 3Hauu-
TenbHoOM 3aaepxKon [5]. B 2004 r. 6b1/1 OTKPbLIT HOBbIN
6unomapkep npecencuH (MCIM) — pacTBOpUMbIN CYy6-
TN monekynbl CD14 (sCD14-ST), U ero LeHHOCTb YXKe
npoAeMOHCTPMpPOBaHa B AnarHocTuke cencuca [6].

KJIMHUYECKUN NPUMEP

MauneHT, BO3pacT 8 ner.

KnuHnyecknn puarHos: BTopon peuuans npu-
MWUTUBHOW HENPOIKTOAEPMANIbHOM OMNMyXonu JIEBOM
BMCOYHOM KOCTU. COCTOSIHME NOCe Ny4eBOW Tepanuu,
BbICOKOJIO3HOW XMMHWOTEpPANnuMu ¢ NMOBTOPHOW ranio-
TpaHCnJaHTauMen remMoOmno3aTUYECKUX  CTBOJIOBbLIX
KneToK. Ctabunusauma. OCnoxHeHns: ocTpas peak-
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LMS «TpaHCMaHTaT NPOTMB X03siMHa», NoJinopraHHas
HeAoCTaTOYHOCTb, FPMOGKOBLIN Ccencuc.

B nepurog ¢ 10.06.2015 no 14.06.2015 otmeyeHo
yXyOlWeHWe COCTOSHUSA B BM/E MOBbIWEHUS NEYEHOY-
HbIXx depmeHToB (AJ1T ¢ 71 no 717 Ea/n, ACT ¢ 54 go
560 Ea/n, NAI ¢ 595 go 840 Ea/n), 6unupybuHa (c
16,9 1o 77 MKMONb/N), a TaKXKe nogbema Temnepary-
pbl Tena go 38,1°C. B KIMHUYECKOM aHann3e KpoBU:
NIENKOLMTbI Ha BEPXHEW rpaHuLe HOPMbl, TPOMOOLIM-
ToneHus (c 58 o 38x109/n).

Bce paHHble yKasbiBainM Ha MHPEKUMOHHbLIA MPo-
uecc. HazHayeH meponeHem — 500 Mr: BHYTPUBEHHO
cTpynHo no 180 Mr/Kr B CyT.

15.06.2015 y nauueHTa HavyanuCb TOHUKO-KIO-
HUWYyeckuMe cygoporn. HasHayeHa nNpPOTMBOCYAO-
poXHas Tepanus [auasenamom, MNpPOTUBOOTEYHas
Tepanusa. YpoBeHb CO3HaHuUs — Koma Il cTeneHu.
KoHble MOKPOBbI MPaMOPHOTO LBETa, LIMaHOTUYHbIE.
[bixaTenbHas HeJOCTAaTOYHOCTb Bblpaxkanacb KMCO-
POA03aBUCUMOCTbIO: BbICTPOE CHUXKEHWE caTypaLuu
10 70% 6e3 nHcyddnsaLmnm KUCIopoaom.

HecmMoTpsi Ha NPOBOAMMYIO MHTEHCUBHYIO Tepa-
Muto, Cyaoporu NpoaosiKanauch, AbixaHne — ¢ oTpuLa-
TE/IbHOM AUHaMWKOW (BJIaXKHbl€ XPUTbl), B CBA3U C YEM
pebeHOK MnepeBefleH B OTAeNeHWe aHecTe3nonoruu
M peaHUMaTosIorMm AN UCKYCCTBEHHOW BEHTUISALMM
nerkux B pexume Volume Control 200 mn. Yactota
AblxaHnsa 22/MuH, dpaKkumsa Kucnopoja BO BAbixae-
mow cmecu (Fi0,) 60-80% Ha doHe MuopeniakcaLuy,
cefaTMBHOW, TMPOTMBOCYAOPOXHON, WHOY3MOHHOW,
aHTMbaKTepuanbHOW M NPOTMBOrPUOKOBON Tepanuu.
B KnMHM4YecKoM aHann3e KpoBM — HapacTaHMe TPOM-
6ouunTonenun (Ao 26><109/n). Ha3HayeHo nepenvBa-
HWe TPOMBOKOHUEeHTpaTa.

Ha 16.06.2015 cocTosiHMe OUEeHMBaNOCb Kak
TSXENoe: COXpPaHAINCh CYIOPOXKHbIA CUHAPOM, ObiXa-
TenbHas HeAOCTAaTOYHOCTb, MPaAMOPHOCTb KOXHbIX
nokpoBoB. OTMEYEHO MPOrpeccMpoBaHME OCTPOMN
peaKkuMn «TpaHcraaHTaT nNpoTuB Xxo3duHa» (0PTIX):
Ha3HayeHa nynbc-Tepanusg MeTUINPeaHU3010HOM (Mo
3 MI/Kr B CyT), ANs NOBbIWEHNUS CEPAEYHOro BbIGPO-
ca — ponamuH (Mo 2,5 MKI/KIr B MWH). BbinonHeHa
MeanKaMeHTO3Hasa cegaunsa nponodosom (5 mn/4) ¢
LeNbio CUHXPOHM3aLMK C annapaTtoM UCKYCCTBEHHOM
BEHTUNALMKN NErKnx. B GMOXMMUYECKOM aHann3e Kpo-
BM — MPOrpeccnBHOE NOBbILIEHNE MEYEHOYHbIX aMU-
HoTpaHcdepas, 6unmpybruHa, MapKepoB CHHAPOMA
CUCTEMHOM BocnanutenbHon peaxuuu (CCBP): MCII
¢ 1994 po 2169 nr/mn (B HopMme meHee 333 nr/mn,
no agaHHbIM Shozushima u coaBT. [6]), C-peaKTUBHbIN
6enok (CPb) ¢ 10,5 go 25,3 mr/n (B Hopme meHee 10
Mr/n), npokanbunToHuH (MKT) > 2 Hr/mn (B HopMme
< 0,5 Hr/mn). OTMeYanocb HapacTaHMe AbixaTeNbHOM
HeAoCTaTOYHOCTU B BUAE NOBbLIWEHUS KOHLEHTPaL UK
nakTtata ¢ 1,69 go 3,13 mmonb/n (B Hopme 0,7-2,1
MMOSb/N).

17.06.2015 nosiBunacb 6paavkapavs o 59-64
yA./MWUH, 4TO noTpeboBano BBeAEHMA aTponuHa
(0,1%) ¢ nonoxutenbHbiM 3ddEKTOM: 4acToTa cep-
[le4YHbIX COKpalleHnn gocturina 82—94 ya./MuH.

Ha 18.06.2015 cocTosiHMEe OLEHMBANOCb Kak
KpanHe Tdaxenoe, 06YyCNoBMEHHOE MOJIMOPraHHON
HegocTaTto4yHocTbio (MOH): aHuedanonaTua (cocTos-
HWEe nocfie NepeHeceHHoro CyaopPOMXKHOIro 3MNUNEnTuU-
4YecKoro craTyca), [AblxaTelbHas HeAoCTaTO4YHOCTb,
Koarynonatus (TPOMOOLMTOMEHUS, 3aBuCMMaa oOT
nepenvMBaHus TPOMOOKOHLEHTpaTa), MNeyeHo4Has
HEeOOCTaToO4YHOCTb (runepdepMeHTeMUsd, rmnepounnu-
pybuHemus); nporpeccupoBaHne CCBP (nenkouwuThbl
12,9><109/n; CPBb 9,7 mr/n; MKT 11,06 Hr/mn; TMCHN
2277 nr/mn). NIOH He KynupoBanacb MNynbc-Tepa-
numen MeTUANPeaHN3010HOM. YCUIUAUCH NPOSBAEHHUS
OPTINX (Koxa — 3-9 cTeneHb, Ne4yeHb — 3-5 CTEMEHD,
KULWEYHUK — 2-51 cTerneHb) Ha GoHEe MHOEKLMOHHOro
CUHApOMa.

19.06.2015 Ha3Ha4veH nHpamnkcumab no 100 mr /
250 M1 GU3MONOrMYECKOro pacTBopa BHYTPUBEHHO B
TeyeHue 4 4 KanesnbHO ¢ Lenbto KoHTpoaa CCBP, octpo-
ro NOBbIWEHUSA MPOHULAEMOCTU Kanunnapos n oPTIIX.

B neproa c 20.06.2015 no 29.06.2015 cocTtosiHMe
nauneHTa MNPOrpecCcUBHO YXyAWaNoCb; MO [AaHHbIM
YyNbTPa3BYKOBOrO MCCEeA0BaHUs OTMEYEHO FPUOKO-
BOE MnopaxkeHune cene3eHKn (MHOXECTBEHHbIE oYaru).
29-30.06.2015 no gaHHbIM GAKTEPMONOrMYECKOro
nocesa B KpoBW 06HapyxeH Staphylococcus haemo-
lyticus MRS, a noceB O0TAeN€MOro aHAoTpaxea bHOM
TPy6KKU BbIABUST HanuMyue MaecHeBbIX TPUBGOB, KOTO-
pble He yaanocb MAEHTUPUUMPOBaATb. Te4eHne cenTu-
4ecKoro npouecca — ¢ oTpuuUaTeNbHOW ANHAMUKOM
no 1abopaTopHbIM AaHHbIM: HapacTaHWe YPOBHS npe-
cencuHa (29.06 — 1729 nr/mn, 01.07 — 44418 nr/
mn, 09.07 — 12924 nr/mn). MNpn 3TOM KOHUEHTPaLms
NPOKabLMTOHMHA 3a 3TOT Nepmoa — 6€e3 BbIparKeH-
HOW AMHAMMWKMW.

02.07.2015 cocTosiHME nauuMeHTa OLeHMBanocb
KaK TepMuHanbHoe, 4TO 6blI0 06YCNOBNEHO CENCU-
COM TFpUOGKOBOW 3TUONOIMU, TEPMUHAJIBHOW CTaneEN
neYyeHOYHOM HEeAoCTaTOYHOCTHU, MOYEYHOM HepocTa-
TOYHOCTbIO, 6ENIKOBbIMW, METABOIMYECKUMN U INEK-
TPOMIMTHBIMU HaPYLIEHUSMMU.

09.07.2015 (Ha 25-e cyT) OTMEYEHO KulleyHoe
KpoBOTEYEHME; MNPOBOAMIUCE  FeMocTaTUdecKue
MEpPONPUATHUS.

10.07.2015 B 02 4 10 MWUH — HapacTaHue 6paau-
Kapauu, nepexoasien B acUCTONNIO; peaHMMaLMOoH-
Hble MEPONPUATHUS B MOJITHOM 06beme — 6e3 apPekK-
Ta; B 02 4 55 MWH KOHCTaTMpoBaHa CMepPTb.

MpecencuH onpeaensnaM Ha WMMYHOXEMUIIO-
MWHUCLEHTHOM aHanu3atope Pathfast (Mitsubishi
Chemical Medience Corporation, AnoHu1s), MCNONb3ys
CTaHAapTHbIM Habop peareHToB. OnNpeaeneHne npo-
KanbLUMTOHMHA MPOBOAMIOCH C MOMOLLbIO MOJIYKOU-
4YeCTBEHHOIro MMMyHOXpomaTtorpadpumyeckoro metoaa
Ha TecT-cucteme Brahms PCT-Q (Thermo Scientific,
lepmaHng) cornacHo npuaaraeMon WMHCTPYKLMK.
KoHueHTpaunio CPE onpegensanu Ha aBTOMaTtu-
4YyecKoM O6MoXMMMYecKOM aHanusaTope Vitros 250
(Ortho Clinical Diagnostic, CLUA). KoHueHTpauuto
MeTaboNMTOB OKCKAa a30Ta onpeaensnn no MeToam-
Ke T.I. Tonnkosa n H.HO. Hukonaeson (HUWM ckopon
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Puc. 1. CpaBHeHne AMHAMWKK NPOKaNbLUUTOHMHA M NpecerncuHa
Ta6auuya. KoppensunmoHHble 3aBUCUMOCTH MeXay
nabopaTopHbIMKW NOKa3aTeNAMmU
paTop PE3Y/IbTATbI
MokazaTens Koaddpuumnenr Mpn aHanuse nabopaTopHbiXx NOKalaTtenen npo-
Koppensuuu u3BefeHo HabngeHne OMHaMUKK NpecencuHa, npo-
C-peaKTUBHbIN 6enok / MpecenchH 06 KanbuutoHnHa, CPB, meTa6onMToB OKcMaa asoTa
(NO,), romouucTenHa. PaccumTaHbl KOIPDULMEHTDI
NOx / MpecencuH 0,11 KO
ppenaumMn Mexay aTumMu nokasartendamu (Tab.).
C-peaKTnBHbI 6€n0K / NOX -0,6 [TonoxutenbHas KoppensuuoHHas 3aBUCUMOCTb
BbIiIBIEHA TONbKO Mexay nokasartenamu CPb v npe-
MpecencuH / NMpoKanbLUUTOHMH 0,046 Ay P
cencuHa. NpoKanbLUMTOHWUH, B OT/IMMME OT Npecencu-
fomouuctenH / C-peakTuMBHbIN 610K -0,6 Ha, B JAaHHOM cJlydae He OTparkas TAXeCTb U AUHa-
FoMoLmcTenH / MpecencuH 0,31 MWKY Te4eHnss MHOEKLIMOHHOIo npoLiecca rpubKoBom

nomouwm um. H.B. CknndocoBckoro). B ocHoBe onpe-
[JEeNIeHNs NEeXNT peaKkumsa BOCCTAHOBEHUSA HUTPATOB
B HUTPUTbI FrPaHynaMu KagMus B NPUCYTCTBUU LIMHKA
M U3MepPEeHNe CyMMapHOro cogepxaHna metabonnTtos
OKcuAaa a30Ta npu anvHe BosHbl 550 HM No a3oKpa-
cutento, obpasylolwemMycs B peakuuu ¢ peakTUBOM
lpmncca. OnpepeneHne romoumMcTeMHa NPOBOAMIOCH
Ha aBTOMaTM4YECKOM OUMOXMMMYECKOM aHanusaTope
Vitros 5.1 FS (Ortho-Clinikal Diagnostics, CLLA).

3TMonornn. OTMEYEHO CHUXKEHWE KOHLUEHTPaL MK Npo-
KalbLMTOHWHA, MPU 3TOM YPOBEHb MpecercMHa ocTa-
BaJiCid 3Ha4YMUTEJIbHO BbIlWE HOPMbI U BMNOCNEACTBUU
nosbiwancs (puc. 1, 2).

OBCYXAEHME

B nartoreHese cencuca BaKHylO po/b urpaer
6aKTepuanbHbin nunononucaxapua. OH WMHULKMKMPY-
€T Kackaj LenHbiXx peakuunin, dopmupytowmnx CCBP,
a nMnononucaxapuacBsa3biBatollMin 6eoK 1 pacTBo-
pumble dopMbl CD14 BbINOAHAT ANA Aunononaunca-

JleTanbHblii ucxop
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Puc. 2. [lnnamurKa ypoBHS NpecencuHa Ha NPoTSXEHMU BCEro BpeMeHU HabnoeHns 3a naLmueHTom
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xapuaa OYyHKLMKU TPaAHCMOPTHOM CUCTEMbI, MO3TOMY
€CTb OCHOBaHU4 paccMaTpuBaTb 3TU MOJIEKY/bI KaK
noTeHUManbHble MapKepbl pPas3BUTUA CEMTUYECKUX
OCJIOXKHEHUN. TaKMuM 06pa3om, UCMonb3oBaHWe npe-
cercvHa B KayecTBe MapKepa cercuca 0orMyecku
o6ocHOBaHO [7].

[laHHble HECKOJIbKMUX uccnefoBaHUM roBOpdAT O
TOM, 4YTO CNefyeT UCMoNb30BaTh APYrMe AuarHoctmye-
CKMWE YPOBHMU MpecerichHa y naumeHToB C OXKOroBbIMU
TpaBMaMK, MOYEYHOW HEeOOCTaTO4YHOCTbIO U HOBO-
POXAEHHbIX. [loNOXUTEeNbHad KOPPENAuUs Mexay
KOHUEHTpaLMen npecerncuHa U KpeaTuHuHa 1 oTpu-
LaTenbHas Koppendumsa Mexay KOHUEeHTpaumen npe-
CencuHa M pacCYMTaHHOM CKOPOCTbIO KJIy6OYKOBOM
GuIbTpaLMM O4EHb MOXOXW B rpynnax ¢ Cerncucom u
6€e3 Hero. 370 OTKPbITUE B AOMOJIHEHWE K aHOMaNnbHO
BbICOKMM KOHLIEHTpaLKUAM npecercuHa cpeaun nauyu-
€HTOB C TEPMUHANIbHOW CTaguen npu oCTPOn noyveu-
HOW HeOoCTaTOYHOCTU TOBOPUT O TOM, YTO MOYKM
ABNAOTCA OCHOBHbIM OpPraHoM, Crnoco6CTBYIOWMUM
OYMLLEHUIO KPOBU OT MpecencuHa. YyuTbiBad, 4to y
nauMeHToB OTAENIEHUN UHTEHCUBHOM Tepanum BeCbMa
4aCTo UMEIOT MECTO HapyLeHUsd peHalbHON QYHKLMK,
npu AMarHocTUKe cencmca Heob6xoaMMo NpMHUMaTh B
pacyeT KONMMYECTBEHHbIE MOKa3aTenn 3TUX Hapylle-
HuK [8].

KomnnekcHas AnarHocTmKa (vccnepoBaHue
HEeCKoNlbKMXx MapKepoB CCBP) nauuMeHTOB C TsXKe-
NIbIMW OXOramMu MO3BOJNSET OLEHUTb afanTUBHOCTb
BOCMAUTENIbHOTO OTBETa TAXECTU MOBPEXAEHUA U
NPOrHO3MpoBaThb Yrpo3y reHepanunsaunum UHOEKUUN.
Mpu atom CPE 1 IMCI B 60nbluen CTENEHN NPOSBASIOT
ceb9 KaK NoKasaTesiv YpoBHSA BOCNaNeHns, Toraa Kak
ypoBeHb MNKT yka3blBaeT Ha yrHeTeHne aganTMBHOro
BOCManeHus, conpoBoxaaemoro passutnem MOH u
TsaXenoro cencuca [9].

B uccnepoBaHWM ypoBHeEW MpecerncuHa y HOBO-
POXAEHHbIX pPa3nuynsa Mexay rpynnamu 6e3/c cen-
CMCOM OKa3a/IuCb HeAOoCTOBEPHbLIMU (KOSIDPULMEHT
Kpackena-Yonnuca: H = 2,357; p = 0,1247). Takum

o6pa3oMm, npecencuH He ob6nagaeT AOCTAaTOYHOM cne-
UMOUYHOCTBIO ANg auddepeHumaLmnm cencuca y gaH-
HoM rpynnbl NnauneHTos [10].

B lemartonornyeckom Hay4yHoM LeHTpe (MockBa)
HabnlJanncb B3POC/Able  OHKOremMaTo/lorMyecKkue
naumeHTbl (n = 27) ¢ NenKoneHuven (NenKoumThbl
< O,5><109/n). M3 HMXx 15 nauneHToB ObIN C cenTUYe-
CKWM LLIOKOM, 12 — 6€3 MHDEKLMOHHbBIX OC/TOXXHEHWN.
Y nauMeHToB € CENTUYECKMM LLOKOM (MO CPaBHEHMIO C
TakoBbIMK 6e€3 nHbekumi) yposHu MCII, MKT, nHtep-
NnenknHa 6 n CPB 6binn noBbiweHbl. OCobbl UHTE-
pec npeactaBasfa KMHETUKA YKa3aHHbIX MapKepoB
npv pas3BUTUM CENTUYECKOro WoKa. B nepBbin aeHb
pas3BUTUS cenTuyeckoro woka yposHu MCI (nr/mn) y
BbXKMBLUMX M HEBbBIKMBLUMX NALMEHTOB HE pasfuya-
nncb. OgHaKo Ha 2, 3 U 7-W OHW Y BbIKMBLLMX NaLun-
eHToB YpoBHM [CI1 6blIN 3HAYUTENIBHO HUXKE, YEM Y
HEBBIXMBLLUMX (Nr/MN1, MeanaHa): Ha 2-i ieHb — 2208
npotmnB 4790, Ha 3-1 — 2085 npoTtnB 4920, Ha 7-n —
993 npotuB 7972. MNMpu atom ypoBHu MCIT Koppenupo-
Ba/lM C YPOBHAMM UHTepnenkuHa 6, CPb 1 c nokasate-
NISMM N0 WKanaM OLEHKN OpraHHOM HeAOoCTaTO4YHOCTH
SOFA n APACHE Il, HO He KoppenupoBanun ¢ ypoBHAMM
MKT n konnyecTBOM nenkoumToB [11].

3AKJ/IIOMEHME

PegynbraTtbl, NofiydeHHble NpPU aHanu3e [aHHOro
cny4das (cencuc rpubKOBOM 3TMONOMNK), MOKa3bIBAIOT,
4YTO TOJILKO YPOBEHb MpecerncuHa B KayecTBe mMap-
Kepa cerncuca CBOEBPEMEHHO OTpaxan AUWHaAMWUKY
Te4yeHUs MHOEKLUMOHHOIO npouecca U aBnascsa Hau-
60nee paHHUM MoKa3aTefleM Ha4vana CenTUYECKUX
OCJIOXKHEHUW MO CPaBHEHUIO C NPOKaIbLIUTOHUHOM W
6aKTepuonornyeckummn nocesamu (1, 5, 13-14-e cyr,
COOTBETCTBEHHO).

KOH®JIUKT UHTEPECOB

ABTOpbI J@aHHOW CTaTbW MOATBEPAUSIN OTCYTCTBUE
GrHaAHCOBOW NOAAEPKKU / KOH(PIMKTa UHTEPECOB,
KOTOpble HEO6X0A4MMO 06HapoaoBaTb.
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KaBepHo3Haf remaHruoma cetyaTtKku
y peb6eHKa B Bo3pacTte 1 roaa:
KJIMHUYECKUH cnyyaun

B cTtaTtbe onucaH peaKkui ciyvyan KaBepHO3HOW reMaHrmMoMbl CeTHYaTKu rnasa y pebeHka B Bo3pacTte [0
1 roaa. lpeactaBiaeHHbIN NpUMeEpP UANIOCTPUPYET CAOXKHOCTb AUpdepeHUmnarbHON AUarHOCTUKN BHYTPU-
[71a3HOro HOBOOBGPa30BaHMS U ONpPeAeIeHNS] TAKTUKN BEAEHUS MaJleHbKOro rnalumneHTa, rnpu 3ToM nog4epKHy-
Ta BaKHOCTb aKKypaTHOM OLIEHKM NaTo/10rM4ECKOro npoLecca B AMHaMUKE.

Knio4yeBbie coBa: jeTH, KaBepHO3Hasi reMaHrMoMa ceT4YaTKu, peTuHo61acToma.

(AnauymTupoBaHus: dposon A.A., bynrakosa E.C., BonoauH N.J1., Kpueoas O0.C., lony6esa 0.B., Ywwakosa T.J1.
KaBepHO3Haa remaHrmomMa ceTyaTkun y pebeHka B Bo3pacTe 1 roga: KIMHUMYECKUI cnydain. OHKoneauaTpusl.
2015; 2 (4): 414-419. Doi: 10.15690/0onco0.v2.i4.1469)

BBEJAEHME

KaBepHO3Has remaHrmoma CeT4aTKM OTHOCMUTCH
K peaKkuMm cocyaucTbiM ramaptomaMm. 3abonieBaHue
ABNAETCA HACTONIbKO PEAKUM, YTO B IUTEPATYPE Ham
He yaanocb HaWTW JaHHbIX O YacTOTe ero BCcTpevae-
MOCTU. B paboTax, NOCBAWEHHbIX 3TON NpobJsieMe,
onucaHbl N1lb eauMHUYHble cnydaun [1-8]. Hapsaay ¢
3TUM 3a60/1eBaHNEM K COCYAUCTbIM BHYTPUIa3HbIM
HOBOOGpPa30BaHMUSIM OTHOCAT CaeayolinMe NpoLecchl
KaK BPOX/IEHHOro, Tak M NpUMob6peTeHHOro reHesa:
KanuiJIapHYO0 reMaHrMoMy ceT4yaTKu (HacTo KaK npo-
aBfeHne cuHapoma lunnenb-JinHaay), peTuHasb-
Hylo BazonponmdbepaTMBHYIO OMNyX0Jib, PauEMO3HYIO

reMaHrmomy ceT4yaTKM (4acTo KaK NMposiBNEHUE CUH-
aApoma YanbepHa—MeWncoHa), orpaHUYeHHY0 U and-
dy3HY0 remaHrnomy Xopmouaen (Hacto B COHEeTaHUKU
c cuHapomom CTiopxa—Bebepa) [1, 2]. KaBepHO3Has
remMaHrmoma ceT4yaTku B HEKOTOPbIX C/ly4asax coyeTa-
€TCq C BHYTPMYEPENHbIMWU KaBEPHO3HbIMU TFeMaH-
rmoMamMu, reMaHrMoMamm KOXW W rna3HblM Mena-
Ho30M [1, 2]. Bo3pacT, npu KOTOPOM BCTpedvaeTcs
3Ta NaToNorusa, BapbMpyeT, NO AaHHbIM nUTEpPaTypbl,
ot 1 ao 55 net (B cpeaHem 23 ropa). Yaule Bcero
6oneloT AeTu M noapocTku [1, 2]. 3aboneBaHue nme-
€T NPEeMMyLLECTBEHHO O/JIHOCTOPOHHMUW XapaKTep
M MOMXET NpoTeKaTb KaKk 6eccumMmnTtomMHO [1, 8], TaK

A.A. Yarovoil, E.S. Bulgakova?, P.L. Volodin?, 0.S. Krivovyaz?,
0.V. Golubeva?, T.L. Ushakova?

'3 Fyodorov Eye Microsurgery Federal State Institution, Moscow, Russian Federation
2 SRl of pediatric oncology and hematology of N.N. Blokhin Cancer Research Center,
Moscow, Russian Federation

Cavernous Hemangioma of The Retina in a Child
Aged 1 Year: A Case Report

The article describes a rare case of cavernous hemangioma of the retina in a child under 1 year. The
example illustrates the complexity of the differential diagnosis of intraocular tumors in the child and
determination of the tactics. The described case emphasizes the importance of careful evaluation of

pathological process over time.

Key words: children, cavernous hemangioma of the retina, retinoblastoma.
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M COMPOBOXAATbCA CHWXEHMeM 3peHusa [1, 4-T7].
MpuynHOM 3TOrO, KaK NpaBuIo, ABAAOTCS 06YCNOB-
JIEHHbIE TEMaAHIMOMOW Hanuyne KPOBOUINUAHUN B
NONOCTb CTEKJIOBUAHOIO Tefla nan Gubpo3Hbi Npo-
uecc (bopMupoBaHue anUpeTUHaNbHbIX MeMOpaH).
B otnvyne oT KanunngapHoW reMaHrmombl CeTHaTKu
XapaKTePHON OCOBEHHOCTbIO KAaBEPHO3HOW remaH-
rMOMbI CETHATKU ABNAETCH OTCYTCTBUE KPYMHbLIX MNPU-
BOASALLIMX COCYAOB U cyb6peTUHanbHOM aKccydaLnm ¢
pa3BUTUEM OTCNIOMKKW ceT4yaTKW. B LUeNoM KaxKblK
M3 YNOMAHYTbIX Bbllle MPOUECCOB MMEET JOCTaTouY-
HO 4YeTKne odTaNbMOCKONUYECKNEe Kputepun [1, 2].
OHaKO UMEHHO Hanuynue BUTPeasbHbIX KPOBOU3MN-
AHUA U GUOPO3HbIX MBMEHEHUW B MONOCTK rMa3a B
psage cny4aeB sBASETCS NPendTCTBUEM [ANA OCMO-
Tpa rnasHoro gHa odTanbMOoN0roM U He No3BoNdeT
BM3yann3npoBaTb BHyTpurna3Hon oyvar. OTcyTCcTBUE
BO3MOXHOCTU OLEHUTb XapaKTEPUCTUKKM oOyara
BM3yaJiIbHO — OAHa W3 MPUYUH TpyaHoCTen audode-
peHUManbHOM ANAarHOCTUKM 3TOro 3a6oneBaHus.
Penkaa BcTpevyaeMoCTb [aHHOro rnpotecca y

JeTen Mnaflwero Bo3pacTa COMpaXeHa C PUCKOM
ANarHOCTUYECKUX OLWMOOK, 0COB6EHHO B KOHTEKCTe
pPeTMHO6NAaCTOMbI, MOCKONbKY MMEHHO 3Ta 3J/I0Kaye-
CTBEHHas OMNyxoJb ABAFAETCH CaMblM pacnpoCTpaHeH-
HbIM OMYyX0JIEBLIM MPOLIECCOM OpraHa 3peHus y 1eTen
no 1 ropa. B ¢BA3KM ¢ 9TUM Mbl COYNK Liefiecoobpas-
HbIM OnucaTb KJIWHUYECKUA Cly4an KaBepHO3HOM
reMaHrMombl CeTyaTKu rnasa y pebeHKa, NposiBMB-
lwencd B Bo3pacTe Ao 1 roga.

Llenb: aHann3 KJIWMHUMYECKOro ciyvyad KaBepPHO3-
HOM reMaHrmoMbl ceT4yaTkM y pebeHKa B Bo3pacTe A0
1roaa.

MATEPUAJIbI U METOAbI

KnuHuyeckun cnyyan

MaumeHtka C., poaunacb OT MEpPBOW, HOPMAaJib-
HO npoTeKawuwen 6epemMeHHOCTU. Poautenn 3a0po-
Bbl. [pn poXKaeHUn — nunogepmona NeBon opbUThI
n neBoro rnasa. B Bo3pacte 10-11 mec poautenu
3aMeTun, 4To y pebeHka nepuoanvyeckn OTKIIOHNA-
eTcs npaBblv rna3. O6paTtuancb B rocyqapcTBeHHOe
yupexaeHue r. MocKBbl, rae 6bl/1 yCTaHOBJIEH AMArHo3
BOCNaMTENbHOIO Npouecca NpaBoro rnasa HesCHOM
3TMONOrMK, NO NOBOAY Yero pebeHOK MonyyYun Kypc
KOHCEPBATMBHOIO /leYEHUS B 3TOM Xe y4dpexje-
HuM (B Bo3pacTe 11 mec) 6e3 adpdeKTa. B Bo3pacTe
1 roga 1 mec feBo4YKa OCMOTpPeEHa MNOBTOPHO B TOM e
yypexaeHnn. YyntbiBas OTCYTCTBME MONOMMUTENBHON
JMHaAMMKM, C AMarHOCTUYECKOM Lie/bio peKOMEHA0Ba-
Ha TOHKOWrofibHaa acnupaLuoHHas GUOMNCUSA UHTPa-
OKYNSIPHOrO MNaTo/N0rM4YecKoro o4yara nNpaBoro rnasa,
OT KOTOPOW poanTENN BO3AEPKAINCh N 06PaTUINCL B
[IPYroe yupexaeHue ¢ TeMU e }anobamu. YunTbiBas
HanMyne B NpaBOM a3y MNPOMMUHMPYIOLLENO O4a-
ra HesCHOM 3TMONOrMU U OTCYTCTBME BO3MOMKHOCTHU
OCMOTpa [Na3HOro AHa BCNeACTBME MOMYTHEHUS
OMNTUYECKUX CPpefl, BO3HMKIO MOAO3PEHME Ha Hau-
yne y pebeHka peTumHob6nactoMbl. PekomeHgoBaHa
3HYKJleauuMs NpaBoro rnas3a € nocneayoumm rucrto-

Patlent:
Patient 1D:
Bye:  ODARIGHT

Setting: Vitreous
Operator: Operl

FROZEN

to highl ight
nf irm, Esc to exit

Puc. 1. Y3/ npaBoro rnasa npu nepBnM4YHOM obpalleHnn

MpumevaHue. ToTanbHOE NOMYTHEHME CTEKOBUAHOIO Tena

B BMAE ryCTON B3BECU MEJIKMX BKIOYEHWUI, MHOTOYUCTIEHHbIX
NIOTHbLIX NJIEHYaTbIX CTPYKTYP, MeMOPaH, CnasHHbIX MeXay

co60Mi, ¢ GUKcaLmen y AnCKa 3puUTeNbHOro HepBa U B HUMKHUX
cermeHTax. 060104KM NpUNeXaT, cocyanucTas 06004Ka yTosLleHa
paBHOMEPHO Ha BCEM MPOTAXKEHUU, Ha nepudepun NPUIEKUT
pbIX/10, HEMJOTHO. B HUXHEM cermMeHTe NPOMUHUPYIOLLMIA oYar
BbICOTOM A0 2,4 MM, NPOTAXEHHOCTbLIO A0 8,2 MM.

JIOTMYECKUM MUccnefoBaHUEM U onpeaeneHnem TaK-

TUKK BeaeHus. OT nevyeHus poaMTenn OTKa3alucChb.

Cnycta 4 mec (Bo3pacT pebeHKa 1 rog 5 mec) poau-

Tenn obpatuancb 3a KoHcynbtauunen B Gray «MHTK

«MuKpoxupyprus rnada» um. akag. C.H. ®égoposa»

MuH3apaBa Poccuu. [Nocne o6¢cneqoBaHus NosyveHsbl

cnepywouwme agaHHble:

° BM3OMETPUA: NpeaMeTHOEe 3peHne NpaBoro rnasa
OTCYTCTBYET (1€BOr0 rna3a — COXPaHEHO);

® [aHHble ynbTPa3BYKOBOro wuccnepoBaHusa (Y3U)
npaBoro rnasa: ANuMHa rnaza 18,8 mMm, ToTanb-
HO€ MOMYTHEHWE CTEK/IOBUAHOrO Tena MU Hanudme
B HWXHEM CEermMeHTe MNPOMMUHMPYIOLLEr0o o4ara
BbICOTOM [0 2,4 MM, NPOTSAKEHHOCTbIO 10 8,2 MM
(puc. 1);

e o06cnegoBaHue pebeHKa Noj HapKo30M C UCMOJb-
30BaHWEM peTuMHaNbHOW MeanaTpUyYecKon Kame-
pbl RetCam 3 BbISBUIO OTCyTCTBUE pedneKkca ¢
rnas3Horo AHa npaBoro rnasa. [letanu rnasHoro
[Ha crnpaBa He O6blv AOCTYMHbI BM3yanu3auuu,
OMyXoJIEBbIX O4YaroB TaKXe He MPoCMaTpMBasaoCh
(puc. 2). CneBa naTofioOrMM Ha Na3HOM [HE He
BbISIBJIEHO.

YunTbiBas OMNUCAHHYD KapTWHY, AMArHo3 peTu-
HOGNACTOMbI MPEeACTaBASAICA COMHWUTENbHbLIM, Obl
npeanosioxeH pubpo3HO-remopparn4ecKkmnin npoLece
NpaBoOro rnasa HeCHOM 3TUONOTUN; PEKOMEH0BaHa
nn3upyiollas Tepanus 1 KOHTPOJIbHbIM OCMOTP Yepes
2 mec.

Cnycta 1 mec (Bo3pacT pebeHKka 1,5 roga) poau-
Tenu obpatuancb NOBTOPHO B APYroe yypexKaeHue,
rae BbiiBNleHa OTpULLATENbHAsA AMHaAMWKa B BuAae
yBE/IMYEHUA MOMYTHEHMW CTEKNOBUAHOro Tena 3a
CYET BKJIIOYEHUI, B TOM YUC/E KaJibLUMHATHOM MJOT-
HOCTMW, a TaK}e HanuMyiusg HEeOAHO3HaYHbIX 04aros,
pacnpocTpaHaoLnXcs Ha nepudepuyeckne otaensl
rna3Horo AaHa. C nogo3peHUEM Ha peTuHobacTomy
NOBTOPHO 6blIM PEKOMEH0BaHbI 3HYKeauua npa-
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Puc. 2. CocTosiHMe onTUYECKMX cpej rnasa npu nepeBu4YHOM
obpalleHun

lMpumeyaHme. [leTanun rna3Horo gHa He BUAHbI, B CTEKOBUAHOM
Tene — TotanbHOe NOMyTHEHUE, PUOPO3HbIE INEMEHTI,
eAMHWYHblE TBEPAbIE IKCCYAaThI.

Pationts Climic:

Patient ID:
Eye:  OD/RIGHT

Puc. 3. Y3W npaBoro rnasa cnycta 12 mec oT Havyana HabnoaeHus
lMpumeyvaHue. NAOTHOCTb BKOYEHWUIH YMEHbLUMNACD,
COXPaHSATCSA MHOFOYUCEHHbIE Mbl6KKU, BOIOKHA; UMeeTcs
3aHA9 OTCNOMKa CTEKNIOBUAHOrO Tena, GUKCcUpoBaHHas

KHW3Y OT ANCKa 3pUTENbHOrO HepBa. B HUXKHEM cermeHTe
npocmMatpuBaeTcs oyar ¢ 6yrpMcTon NoBEepPXHOCTbIO,
HEOAHOPOAHOMN CTPYKTYPbI, BbICOKON aKyCTUYECKOM NAOTHOCTH,
NPEXHWX Pa3MepoB.

Puc. 4. KaBepHo3Has remaHrmoma ceT4yaTKu A0 le4eHuUs
MpumeyaHme. MHOro4YMcneHHble COCYANCTbIE KaBEPHbI pa3HbIX
pa3mepoB, MeXAYy HUMU — 3nieMeHTbl GUOPO3UPOBaHHUS.
DUBPO3HBIN T TAHETCS OT ONYXOM K IMCKY 3pUTENBHOIO HEPBa.
Ha ceTyaTKke — MHOXECTBEHHbIE KPOBOU3NUAHUS.

BOro rnasa v nosHoe obcrnefoBaHWe AN UCKIOYe-
HMA meTacTa3oB. OT 06¢cnefoBaHUsA U NeYeHns poau-
TeNn OTKa3asncChb.

MoBTopHO B PTAY «MHTK «MuKpoxupyprusa rna-
3a» M. akag. C.H. ®égopoBa» MmnH3apaBa Poccuu
poauTenu obpaTtunuch, Korga pebeHKy MCNONHWU-
ca 1 roa 9 mec. Mo aaHHbIM Y3W npaBoro rnasa He
BbISIB/IEHO YBE/IMYEHNS PAa3MEPOB o4ara B HUKHEM
CerMeHTe, UBMEHEHMWS B CTEK/IOBUAHOM TeNe TaK e
6e3 AMHamMnKK. Nog HapKO30M C UCMOb30BaHMEM
peTuHanbHOM neauaTpuyeckon Kamepbl RetCam 3
nposeaeH oOcMOTp pebeHKa, B Xo4e KOTOpOoro
KaKon-nMbo AMHaMWKK He BbiiBNEHO. [IMarHo3 ToT
we: «PU6po3HO-reMopparn4ecknii npouecc Hes-
CHOWM 3TMONOrMK». PEKOMEHLOBAH KOHTPO/b 4Yepes
3 mec.

Mpn ocmoTpe 4epe3 3 mec (B Bo3pacte 2 ner)
KIMHMYEeCKas KapTMHa ocTaBanacb MpEeXHen.
PekomeHa0OBaH AMHAMUYECKNIA KOHTPOSb.

Poautenu npuBenu pebeHka Ha o6cnefoBaHue B
Bo3pacTe 2 et 5 mec. C nx cnoB., pebeHoK cTan nyy-
e BMAETb NPaBbiM rM1a30M, @ OTKJIOHATLCS a3 cTas
pexe. BusomeTpus npaBoro rna3a — ABUKEHWE PYKM
y nnua. Mo gaHHbiM Y3M npaBoro rna3a — BblpaxeH-
Has NONOXMUTENbHas AMHAMUKa B BUAE YMEHbLUEHUS
NOMYTHEHMW CTEKNOBMAHOIO Tena (puc. 3).

O6cneaoBaHue pebeHKa Noj HAPKO30M C UCTOSb-
30BaHMEM peTMHaNbHOM NeauMaTpUYyecKon Kamepbl
RetCam 3 BbIIBMJIO YAOBNETBOPUTENbHYIO NPO3pay-
HOCTb CTEK/OBUAHOIO Tena npaBoro rnasa (C MUHU-
MalbHbIMW MPU3HAKaMn GUOPO3HbIX BKIOYEHUN),
XOPOLY0 BU3yanu3aLmio ra3Horo gHa ¢ Haln4ynem
B HWXHEN nonycdpepe rnasa o6WMPHOTO reMaHrmo-
MaTO3HOro o4yara C MHTpa- U CcybpeTUHaNbHbIMU
remopparvsimu, YMEPEHHO BblpaxeHHbIM peTuHalb-
HbIM GMOPO30M Ha MOBEPXHOCTU U BUTPEOPETUHASb-
HOW WBaApPTON, GUKCUPOBAHHOM K [AUCKY 3puTesb-
Horo HepBa (puc. 4). CocTosiHMe MaKylsipHOW 30HbI
M AWCKa 3pUTENIbHOTO HepBa — 6e3 OpraHU4YecKon
naTonorum.

MpoBeneHa dnwopecueHTHaa aHruorpadus, B
X0[€e KOTOPOW B paHHen ¢ase (puc. 5 A) cooTBeTCT-
BEHHO o04ary BbiSBfAsnacb o6wupHaa adnioopec-
LeHTHas 30Ha, 06ycloBNEeHHas 3KpPaHUMPOBaHMEM
GOHOBOM XopuounaanbHOW GNOPECLEHLUN KPOBO-
U3NUSHUAMM, a B no3aHiolo ¢asy (puc. 5 b) — Bbipa-
EHHaa naTofiornyecKasa runepdaopecLeHUms 3a
CYET HaKOMEHUS KpacuTens B OTAe/IbHbIX FeMaHrmo-
MaTo3HbIX y3/1ax U KOHTPAcTUpPOBaHWSA naTonorunye-
CKM M3MEHEHHbIX PEe3KO 3KTa3MpPOBaHHbIX COCYA0B
reMaHrmombl.

YcTaHOB/EH AMArHo3 KaBepHO3HOM remMaHrMombl
ceTyaTKM NpaBoro rnasa, NPUHATO pelleHre o NpoBe-
AeHUN 6paxuTtepanuu.

B Bo3pacTte 2,5 net pebeHKy BbINOAHEHA ore-
paunsa Ha 6ase PrAy «MHTK «Mukpoxupyprusa rna-
3a» M. akag. C.H. ®égopoa» MunH3agpaBa Poccuu.
MpoBeaeHa 6paxutepanma Ru-106+Rh-106 annnvka-
TOPOM C MOrNOWEHHON 10301 06NYYEHUSA Ha BEPLUUHY
onyxonu 91 Ip, Ha cknepy — 125 Ip.
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D0:00:31.656 Frame: 543 D0:10:07.703 F

Puc. 5. (D)'HOOpeCLI,eHTHaFI aHrnorpadus rnas3Horo gHa 4o feYeHuns

lpumeyaHne. A — paHHasa dasa: runodnoopecLeHumns B 061acTv 06pa3oBaHUd 3a CHET IKpaHupyoLlero agpdeKTa CKonieHns
3apuTpoLnTOB; B — No3aHAs dasa: cocyancTble KaBepHbl OMyXon 3anosHeHbl, NaTonoruiyeckas runepdaoopecLeHLms.

Sl 1 Pe6eHOK Haxoaunca noj AMHaMUYECKUM Habio-

Operator: Operl S .

BT neHnem B Pray «MHTK «MwuKpoxupyprus rnasa»
FROZEN ' 2 um. akag. C.H. ®épopoBa» MwuH3gpaBa Poccumn c

nepMoan4yHocTbio 3 mec.
[aHHble o6cnenoBaHua pebeHKka cnycta 1 rof

nocsne onepaunu (B Bo3pacte 3,5 ner):

° BW3OMETPMUS MPaBOro rnasa — [ABUKEHWE PYKKU Y
nmua;

® 1o AaHHbIM Y3WU, B HUKHEM CEermMeHTe npaBoro
rnasa COXpaHsaTCs NPOMUHMPYIOLWMWI o4ar BbICO-
TOM 00 2 MM C 6YrpUCTbIM KOHTYPOM, MOMYTHEHHUS
CTEKI0BMAHOIO Tena (puc. 6);

® [pW OCMOTpPE Ma3Horo AHa — yMepeHHoe NoMyT-
HEeHWe CTEKJIOBMAHOro Tena (6e3 oTpuuaTtenbHOM
OMHAMWKM), B HUXKHEM CETMEHTE Ha MecTe OMyXxo-
JIn — OCTaTOYHbIK Py6LOBbLIM o4ar B BMAE MOYTH

Puc. 6. Y3/ npaBoro rnasa cnyctd 12 mec nocne MOJSIHOCTbIO 3anycTeBlIMX MeTe/lb HOBOO6Pa30-

6paxuTepanuu

MpumeyaHne. B HU¥HEM cerMmeHTe NpaBoro rnasa CoXpaHATCs BaHHbIX COCYAOB C 3NeMeHTaMi GUGPO3NPOBaHNS
MPOMWHMPYIOLLMIA 0Yar BbICOTOM A0 2 MM C GYrPUCTbIM MeXay HUMU (puc. 7);

KOHTYPOM, MOMYTHEHWS CTEK/IOBUAHOTO TeNa, 3afHsAA OTCNoMKa N

CTEKI0BUHOTO TeNa ¢ GUKcalMen B 30He o4ara v JucKa Ha  ®IOOPECUEHTHbIX aHrorpammax  rnasHoro
3PUTENIBHOIO HEpPBa. AHa NpaBoOro rna3a BbiABJIEHO NMOYTHU NOJIHOE 3any-

D0:04:13.281 Frame: 00

Puc. 8 . dnioopecLeHTHaa aHrnorpadus rnas3Horo gHa cnycrts
1 rog nocne 6paxuTepanin KaBepHO3HOM reMaHrMoMbl CeTYaTKu
(no3gHsas dpasa)

Puc. 7. CocTosHue 4yepes 1 roa nocne Gpaxurepanim Mpumeyarme. NoNHOe OTCYTCTBUE COCYAUCTBIX KaBepH
HaBEPHO3HOW rEMaHrMombl CETHATHNU OMyX0NEeBOM! NPUPOLLI, €JUHUYHBIE MUKPOAHEBPU3MbI COCY/OB,
MprmedaHmne. B 30He ONyXonu eAnHNYHbIe 3anycTeBLne cocyabl, bUBPO3HBIE MBMEHEHMNS Ha MOBEPXHOCTY o4ara, BUAeH
aBneHna GM6P0o3a Ha NMOBEPXHOCTU CETYATKM U COCYAUCTOM COEMHUTENLHOTKAHHbIM TAXK OT IMCKA 3PUTELHOMO HepBa K

060J104KM. NOBEPXHOCTH Py6LOBOro ovara.
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K/IMHUYECKOE HABJTIOAEHUE

cTeBaHMe HOBOOOGpPa30BaHHbLIX COCYAOB (puc. 8),
YTO CBMAETENbCTBYET O KJIMHWMYECKOW perpeccuu
reMaHrMomMaTo3HOro o4ara;

® MO JaHHbIM OMNTUYECKOW KOrepeHTHOW ToMmorpa-
dunun, cocTosiHME MaKynsipHOM 30HbI U AMCKA 3pU-
TENbHOro HepBa — 6€3 OpraHMYeCKOoM NaToNOrMu.
Cnycta 1,5 roga nocne 6paxuTtepanuun (Bo3pacT

pebeHKa 4 roga) KNMHUYECKAA KapTUHA HE U3MEHMU-

nacb, BbicoTa pybLa cocTaBnset 1,8 mm.

OBCYXAEHHUE

Hn3Kkne 3puTenbHble PYHKLUMKW NOCNE YCNELWHOro
NIEYEHUSA TEMAHITMOMbI MPU OTCYTCTBUU CTPYKTYPHO-
ro NMOparKeHUs MaKyflbl U 30Hbl ANCKA 3PUTENbHO-
ro HepBa Mbl 0ObSCHAEM pa3BUTUEM amMbaMOMNUK
06CKYypaLMOHHOro reHesa BC/IeACTBUE ANUTENBHOIO
Ha/IMYUA MHTEHCUBHOIO MOMYTHEHUS CTEKIOBUAHOIO
Tefa Ha NopaxeHHOM rnasy pebeHka (baKTU4ecKH
fo 2 ner).

OctaToyHass NpoOMUHeEHUMs o4ara 1,8 MM
o6ycnoBneHa HanMiMeMm pybLOBOM TKaHW B 30HE
061y4YeHunsd, YTO NoATBEPKAaeTCs AaHHbIMKW 0obTab-
MOCKOMUMU.

KnnMHnyecknn cnyvyar OEeMOHCTPUPYET  CIIOXK-
HOCTb AnddepeHUManbHON OWMArHOCTMKK 3abone-
BaHWS B C/lydae HanuMyusa B rna3dy NpoOMUHUPYIOLWEN
TKaHM W HEenpo3payHOCTU OMNTUYECKMX cpej rnasa,
NMOCKO/NbKY B TaKOM paHHeEM BO3pacTe 4Yalle BCero
M3 BHYTpMINa3HbIX HOBOOGPa30BaHUI BCTpevaeTcs
peTuHo6nactoma, Tpebywlas He3amMeannTenbHOo-
ro nedvenus. lNpoBeageHne TOHKOMIONbHOM acnupa-
LLMOHHOM 6MONcKMM B TOT MEPUOA, KOraa ONTUYECKUE
cpeabl rMasa 6blM HEMPO3payHbl, Ha Haw B3rNa[,
MMENO BbICOKYID BEPOATHOCTb MOJly4EHUSA HEUHDOP-
MaTMBHOI0 OTBETa BBMAY Manon NPOMUHEHLIMK oYara
M OCTYTCTBMSI BO3MOMXHOCTM BM3yaslbHOMO KOHTPO/S
B xo4e mMaHunynauuu. CIoXXHOCTb 3akfto4vanacb U B
TOM, 4TO GaKT HaJMYMa UK OTCYTCTBUSA OTpULaTENb-
HOM AMHaMMWKK TaKXKe He Obll OAHO3HAYHbIM, U MHE-
HUS cneuManucToB Mo JaHHOMY BOMPOCY pacxoam-
nmcb. PaKT oTpuuaTeENbHON AMHAMUKKM UMEN B 3TOM
cflydae npuHUMNManbHoOe 3HayeHue B MOHUMaHUKU

CyTH npolecca — [OOGPOKA4YeCTBEHHOIO WU 3J10-
KayecTBEHHOro (peTuHo6nactoma). BbiCOKMI puCK
He6naronpuATHOro Mcxoda AWMHaAMUYECKOro Habnio-
JEHUA Npu peTuHob6nactome [AMKTOBan HeobXoau-
MOCTb aKTUBHOW TaKTUKW — 3HYKJealnun ¢ nocrneny-
OLWMM TUCTONOrMYECKUM UccneaoBaHneM. OgHaKo
0COBEHHOCTU KJIMHUYECKOM KapTUHbI U HabnogeHne
3a pe6eHKOM MO3BOIMM CKIOHUTLCHA B CTOPOHY CTa-
OGUNBbHOCTM MpoLecca U MPUAEPKMBATLCA TaKTUKK,
KOTopas B JaHHOM Cjly4ae OKa3anacb BepHa. 9ToMy
cnoco6cTBOBaNa U NO3ULUA POAUTENIEN, KaTeropuye-
CKM OTKa3aBLINXCA OT aHYyKJiealuu rnasa y pebeHka.
BbigBneHHOe B Bo3pacTe 1 rofa ToTasibHOE NOMYTHe-
HWEe CTEKJIOBMAHOMO Tena 6blno CneACcTBUEM HacTUy-
Horo remodTanbma, KOTOPbIM CONPOBOXAa rEMaHIu-
omy. Cnycta 13-15 mec nmena MecTo noYTu nosiHasg
pe3opbunsd KPOBOUINUSHUIN B CTEKJIOBUHOE TENO Ha
$GOoHe nuaunpytoulen Tepanuu, 410 NO3BOJIUIO BU3Ya-
NM3npoBaTh AETalv MMa3Horo AHa, npaBuUibHO UHTEP-
NnpPeTnpoBaTh KIMHUYECKUE flaHHbIE, yCTaHOBUTb KOP-
PEKTHLIN AMarHo3, NPOBECTU afleKBaTHOE JIeYEHUE C
NONOXUTENbHBbIM PE3Y/IbTATOM M M36exaTb yaaneHus
rnasa.

3AKJ/IOYEHME
KaBepHo3Haa remMaHrnoma cetyaTkM — pejKas
AOOpOKayYecTBeHHasa BHYTpUriiasHad cocyauctas

ramaptoma, Tpebylowasa B psge cinyvyaeB anddepeH-
LManbHOM AMArHOCTUKM C PETUHOBNACTOMOW, B OCO-
6EeHHOCTU y AeTen paHHero Bo3pacTa (oo 2—-3 net
WU3HW). lNpuBeaeHHbIN B [aHHOW CTaTbe KIMHUYe-
CKUIM NpUMEP AEMOHCTPUPYET CIOKHOCTb AnddepEH-
LUManbHOM AMArHOCTUKM BHYTPWUINa3Hbix 06pa3oBa-
HWUM y AeTen Npu HENPO3PavyHOCTM OMNTUYECKUX cpeq
M Heo6X0AMMOCTb TUWAaTeNbHON MHTEpPNpPEeTaLnmn BCex
MOMYYEHHbIX AaHHbIX MNPU MPUHATUKM CTONIb OTBETCT-
BEHHbIX PELIEHUN.

KOH®JIUKT UHTEPECOB

ABTOpPbI J@aHHOW CTaTbW NOATBEPAUIN OTCYTCTBUE
GrHaAHCOBOW NOALEPKKK / KOHDJIMKTA MHTEPECOB, O
KOTOPbIX HEO6XOAMMO COOBLMUTb.
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OBMEH OMNbITOM

DOI: 10.15690/0nco0.v2.i4.1470
10.A. OGyxoB, E.B. XXykoBckan, A.®. KapenuH

Jleye6Ho-peabunnmTaLMOHHbIM HayYHbIV LeHTP «PyccKoe none» deaepanbHOro Hay4dHo-KIMHUYECKOro LeHTpa
[IETCKOW reMaTtosiorMm, OHKOMOMMKU U UMMYHONOTMKM MMeHn AmuTpusa Porayésa MuH3gpaBa Poccum,
MockBa, Poccuitckasa Pegepaumsa

lMpoGnemaTuka AUArHOCTUKU U KOPPEeKLUUHU
NnaToJIorM4ecKoro COCTOIHUA TBEPAbIX TKAHEH
3y00B Y ileTEU U NOAPOCTKOB, U3J/Ie4YEHHbIX
OT 3/I0Ka4eCTBEHHbIX HOBOOOpPa30BaHUMH

Lenb. [TpoaHann3anpoBaTb pacrnpoCcTpaHeHHOCTb, MHTEHCMBHOCTb M XapaKTep MopaKeHus TBEPAbIX TKaHeH 3y60B
rnocsie XMMuo- U Jy4eBOH Teparnuu B Nepuoa peabuantaunu y AeTer M noagpoCTKOB, MPOJEYEHHbIX 10 NOBOAY
3/10Ka4eCTBEHHbIX HOBOObGpa3oBaHui. [1pOBECTU CpaBHUTE/IbHbIM aHan3 BbISIBJIEHHOM NaTo/0r1Mu y PeKoHBa-
JlecLeHTOB U cnbinHros. MaTtepmanbl U meToAbl. 3a repuoj ¢ asrycta 2014 no noHb 2015 r. 6bi1n npoaHa-
JIM3UpoBaHbI JaHHble 827 aetei B Bo3pacTte oT 2 o0 18 neT ¢ HOBo0bpa3oBaHMUSIMMU B CTagun PEMUCCHUU U pas-
HOO6pa3HoN comaTudeckon natoaormen. CToMaTo0rM4ecKuii cTaTyc oL4eHnBasICa Mo OBLUENPUHATON METOANKE:
COCTOSIHUE CAAU3NCTOM 060JI04KM MOJIOCTH PTa, HaMYUE HEKAPHOIHbIX MOPAXKEHMI 1 3y6OYEHOCTHLIX aHOMasn,
pacnpocTpaHEHHOCTb M MHTEHCMBHOCTbL 3a60/1€BaHMI NapofoHTa, Kapueca 3y60B, HEO6X0AMMOCTb B CTOMATO/10-
rM4YecKoMm sie4eHnun. Pe3ynbTaTbl U o6CyKaeHme. Y fetei HabatofarTcs 3HauYuTe IbHbIE NOBPEXKAEHMS TBepAbIX
TKaHel 3y60B KapnOo3HOro U HEKapUOo3HOro NPOUCXOXKAEHNS KaK B Nepnos BpeEMEHHOro, CMEHHOIro, TaK M NocTo-
SIHHOro npuKyca. ConocTaBuUTb MOYYEHHbIE AaHHbIE O CTOMATOJIONMYECKOM CTaTyce C Moay4eHHOH JO030M XUMMNO-
Tepanuu Ha JaHHOM BbI6OpKEe He npeacTaBiseTcs BO3MOXHbIM. [opa3go oyeBuaHeE 3aBMCMMOCTb OT BO3pacTa:
yem Maagle pebeHoK Ha MOMEHT 0Jly4eHuMs Tepanmm, TemM 60/1ee BbIPaXKEHHbIE y HEro U3MEHEeHMs CTOMaTos10r M-
yecKoro cratyca. HeoxuaaHHO TAKeIbIMU OKa3ainCb M3MEHEHUS Y NaLMeHTOB M3 OTAEEHUS] HENPOOHKOJIOMN:
HEe UCKJIIOYEHO, YTO OHM BblaIN CBSI3aHbl C MPOBEAEHUEM JIy4EBOV Teparnum B 30HE ro/10BbI-LUENU, HO 3TO MPEACTOUT
YTOYHUTb 10 Mepe yBENYEHNS YUCTIEHHOCTHN KIMHUYECKOM rPyMmbl. YCTAHOB/IEHO, YTO NauMeHTbl C COAMAHLIMMU
ornyxosaamMu n rematob1actol3amu, rnpoJsieYeHHbIe UUTOCTaTMKamMu, Jaule (Ha 25%), 4em cubimHrn u JeTu ¢ Apyrumm
comMaTnyecKMmmn 3abosieBaHUSIMU, UMEU OParKeHMe TBepAbiX TKaHel 3y60B. 3aKadeHune. [1peaBapnTebHbIA
XapaKTep HacToALEero nccaeoBaHus Co BCeHM 04€BMUAHOCTbIO MPOAEMOHCTPMPOBa HE0BX0AUMOCTb AasbHelLe-
ro U3y4yeHus1 0CO6EHHOCTEN CTOMAaTO/10rMYECKOro cTatyca AeTei U NogpoCTKOB, M3/1€4EHHbIX OT 3/10Ka4YE€CTBEHHbIX
HOBOO6GPa3oBaHui. B yci0BuSAX crneynaam3npoBaHHOIro LIEeHTPa, B KOTOPOM MpoXoasT peabuantaumio peKoHBa-
JIECLIEHTbI, Lies1eCc00b6pa3Hbl MPOCNEKTUBHbIE YI/ly61EHHbIE MCCIEA0BaHUS 0 BAUSHUIO ONYX0JIM, XMMUOTEPANUU 1
06/1y4EeHUS Ha UBMEHEHUS TBEPAbIX TKaHek 3yba, romeocTas3a C/oHbl U Kapuecpe3uCTEHTHOCTH.

KnioyeBble cnoBa: geTH, 3y6bl, OHKOJI0rnUsl, No3gHNUE 3¢pPeKThl.

(Ana ymtupoBaHus: 06yxos 0.A., yKoBckasa E.B., KapenuH A.®. NMpobaematuka AMarHOCTUKM U KOPPEKLIUK
naToNorM4eCKoro COCTOSHUS TBEPAbIX TKAHEN 3y60B Yy AeTeN U MOAPOCTKOB, M3MIEYEHHbIX OT 3/10Ka4YeCTBEHHbIX
HoBoOGpa3oBaHuh. OHKoneguaTpus. 2015; 2 (4): 420-423. Doi: 10.15690/onco0.v2.i4.1470)

AKTYAJIbBHOCTb

N3y4yeHne KayecTBa XU3HW AeTer U NoApPOCTKOB,
M3/1€YEHHbIX OT 3/10Ka4€eCTBEHHbIX HOBOOGPa30BaHUM
(3H), KaKk npaBKNO, HanNpaBfeHO Ha OLEHKY COCTOSN-
HUS BHYTPEHHWX OpPraHoB, SMOLIMOHANILHOIO TOHYCa,
couManbHoM aganTtaumun, HO Npu 3TOM UTHOPUPYETCH
CTOMAaTONI0OMMYECKUI CTaTyC PEKOHBaNeCLeHToB [1].

lNoparkeHns 3yO604eNtoCTHOM CUCTEMbI ObICTPO-
TEYHbI, MO3TOMY HYXJAlTCH B paHHEW npodunakTu-
Ke 1 Bblbope npenapaTos, BAMSIOWMX KaK Ha 061
06MEH BELLECTB, TAK M Ha CHUMXKEHUE TAKECTU Hapy-
LEeHWN TBEPAbIX TKaHen 3y6oB [2, 3]. [pu noanxmmmo-
Tepanuu n 06ay4eHUU MPOUCXOANT MYIBLTUCUCTEMHOE
noBpexjawuwee BO3JENCTBUE: CHUXKaeTCs Kapu-
€CPE3UCTEHTHOCTb, HapyLaeTcqd romeocTas poToBOM

YUAKOCTU, YTO MPUBOAMUT K MATONIONMYECKUM U3MEHE-
HUAM OpPraHoOB M TKaHEW MosiocTn pta. Bo3MOXHO, B
CBSI3M C 3TUM CTOMATOI0OrMyecKas naTosorusa y naum-
€HTOB C OHKOJIOTMYECKNUMK 3a60NEeBAHUAMU MOXKET
OKasblBaTb B/IMAHME Ha 3OPEKTUBHOCTb LMUTOCTATH-
yeckon Tepanwuu [4, 5].

KnnHnyecKkne xapakKTepUCTUKN U3MEHEHWUN TBEp-
AblX TKaHen noj [AencTBMEM MPOTUBOOMYXOJIEBOWM
Tepanuu U CTOMaTosIOrMYeCKUE OCNIOXKHEHNSA B Nepu-
04 peabuautauuu y OeTer ocTatoTCd Malou3yyeH-
HbiMU. OTCYTCTBYIOT KPUTEPUM OLLEHKM CTOMATOJIOMMU-
YeCKOoro craTyca [eTer C CONMUAHBbIMU OMyXONIAMU U
remato6nacto3amMu, a TakXKe aJiropUTM EUCTBUI NMPHU
Nle4yeHnn 1 nNpodunaKkTUKe NopaxKeHum TBepablx TKa-
Hen 3y60B.
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Uenb: npoaHanu3upoBaTb pacnpocTpaHeHue,
WHTEHCUBHOCTb M XapaKTep MnopaxeHus TBepabliX
TKaHeW 3yOO0B MOC/NE XMMMWO- U NYy4EBOW Tepanuu B
nepuoj peabwnutauun y aetenm u nogpocTKoB, Mpo-
fleyeHHbIX No nosoay 3H; NpoBeCTU CpaBHUTESbHbIN
aHa/n3 BbIIB/IEHHOW MaTO/IONMKU Y PEKOHBaseCLEeH-
TOB U CUBJINHIOB.

NMALMEHTbI U METObI

3a nepuog ¢ aBrycta 2014 no mtoHb 2015 r. npo-
BEIEHO KIMHU4YecKoe obcnegoBaHue 827 paeten B
Bo3pacTe oT 2 ao 18 net ¢ 3H B cTaaumM pemuccuu
M pa3HoobGpa3HOW comaTuyeckow nartonorven. C
ocTpbiM MMGOGIACTHLIM JIEMKO30M Habnioganoch
122 pebeHKa, C HEXOOXKMHCKON numdpomon — 87,
onyxonsiMu LEeHTpasbHON HEPBHOW cUCTEMbl — 28,
Hedpobnactomon — 25, Henpobnactomon — 18,
KOCTHbIMK onyxonamun — 15, ructmountosom — 12,
OnNyXonsiMM MHOWM JIoOKanusaumm (MArKOTKaHHble ony-
X0/n, peTuHobnactombl M ap.) — 21. CMOGAMHIOB M
[leTen ¢ gpyron natonornen 6110 499.

CTomaTo/I0rMyecKnin ctatyc oLLeHMBasncs no oobuie-
NPUHATOM METOAMKE: COCTOSHUE CIIM3UCTOM 060NI0YKHU
NoOAOCTU pPTa, HaNMunMe HEKapUO3HbIX MOPaXKEeHUW,

pacnpoCTPaHEHHOCTb M WMHTEHCUBHOCTb 3aboneBa-
HWM NapodoHTa, PacnpPoCTPaHEHHOCTb U MHTEHCUB-
HOCTb Kapueca 3y60B, HaMymMe 3y604eNOCTHbIX aHOo-
Manuni, NoTpebHOCTb B CTOMATO/I0MMYECKOM NIeYEHUU
C UCMOJIb30BaHMEM MHAEKCOB 3y6HOro Haneta u 3y6-
HOWM GNSALWKKU, UHAEKCOB TMIrUeHbl.

PE3YJIbTATbI

Y peten ¢ agvarHosamm ocTporo numdobract-
HOro nemnKosa, OCTPOro MMeno6sacTHOro NenKosa,
Hedpobnactombl, NUMPOMbI XOOAXKKWUHA, HEXOOXK-
KWHCKOW NMM®POMbI, HEMPOOGIACTOMbI, OCTEOCAPKO-
Mbl, capKkombl KOnHra HabnoaaTCcsa 3HAYUTENbHbIE
NOBPEXAEHNSA TBEP/blX TKAHEN 3y60B KapMoO3HOro 1
HEKapPMO3HOro MPOUCXOXKAEHUS KaK B nepuon Bpe-
MEHHOr0, CMEHHOr0, TaK M MOCTOSHHOIO MpUKyca.
O6HapyKeHa 3aBMCUMOCTb TSXECTM MaToNornu B
3aBMCUMOCTM OT BO3pacTa: YyeM mnaawe pebeHoK
Ha MOMEHT NonyyYyeHns Tepanuu, Tem 6onee Bblipaxe-
Hbl Y HEFO M3MEHEHWNS CTOMATONI0ONMYECKOoro cTaTyca
(puc. 1). Tak, y neten ¢ HeppobnacToMamMu U HENPO-
6nactomamMu, oCTpbiM TMMGO6NACTHBIM IEMKO30M,
[NarHoCTMpOBaHHbIMK B pPaHHEM BO3pacTe, BbiBNS-
loTCH:

Yu.A. Obukhov, E.V. Zhukovskaya, A.F. Karelin

Rehabilitation Research Centre «<Russkoe Pole» of the Federal Research Center of Pediatric Hematology,
Oncology and Immunology named after Dmitry Rogachev Health Ministry, Moscow, Russian Federation

Problems of Diagnosis and Correction
of Pathologies of the Hard Dental Tissues in Children
and Adolescents Cured from Cancer

Aim. To analyze the prevalence, intensity and nature of the defeat hard dental tissue after chemotherapy and
radiation therapy in the rehabilitation of children and adolescents treated for malighant neoplasms. Comparative
analysis of the identified pathology survivors and siblings. Materials and methods. During the period from
August 2014 to June 2015 we studied 827 children aged from 2 to 18 years with tumors in remission and various
somatic diseases. Then we analyzed obtained data. Dental status was assessed by the standard technique: the
state of the oral mucosa, the presence of carious lesions, the prevalence and intensity of periodontal disease, the
prevalence and intensity of dental caries, the presence of dentoalveolar anomalies, need for dental treatment.
Results and discussion. A considerable damage of the hard dental tissues caused by caries and non-carious
origin defects in the period of temporary, removable and permanent dentition was observed in children. To
compare the findings of the dental status with the received dose of chemotherapy in this sample is not possible.
The age dependance is more evident in the study: the younger the child was at the time the therapy, the more
pronounced change in his dental status we detect. Unexpectedly severe changes appeared in patients from the
department of neuro-oncology. Radiation therapy in the head-neck area can possibly cause such changes, but
that statement should be clarified by increasing the number of clinical groups. It was found that the loss of dental
hard tissues in children with solid tumors and hemablastosis treated with cytostatics was 25% higher than that
of siblings and children with other medical conditions. Conclusion. Despite the preliminary nature of the study,
its results clearly demonstrated the need for further investigation of the features of the dental status of children
and adolescents cured of malignancy. A specialized center where the convalescents are undergoing rehabilita-
tion is a good base for prospective in-depth studies on the effect of the tumor, chemotherapy and radiation on
the changes of dental hard tissues, saliva and caries homeostasis.

Key words: children, teeth, oncology, late effects.
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OBMEH OINbITOM

-

Puc. 1. MauwueHT, 10 neT, ¢ aarHo3om Jinmboma XoaK1UHa»
lNpumeyvaHune. CToMaTonorMyecKkui ctatyc: 26, 64, 36 — nnom6bl;
nedekTbl amann — 11, 21 Ha BeCTUOYNAPHOM NOBEPXHOCTH, 42,
43 — npuweeyHo.

e Genble, CBETNOr0 U TEMHO-KENTOro LBeTa NaTHa
Ha 9MajauM pa3HOW NOKanuM3auuu Ha OTAENbHbIX
3y6ax v rpynnax 3y6oB.;

° JlOKa/bHad runonnasnsg, apo3un 3y60B.;

® ObICTPOTEKYLIME KAPMO3Hble MOBPEXAEHUA U
KapMO3Hble OCNOXHEHUS B BUAE NYNbMUTOB, Ny/ib-
napHbIX MONMOB, NEPUOJOHTUTOB;

® WHOrAa NoBbllEHHAsA CTUPaeMoCTb 3y60B.
OTmevatoTca gedeKTbl amann B BUae 60p0O3A0K

M IMOYEK Ha pe3uax. B 60/blIMHCTBE MONIIPOB NUMe-

I0TCA MO0 KapuO3Hble NONOCTU, NMM60 NNomObI. [Mpu

3TOM, KaK npaBuio, MopakalTcs Kapuecom Bep-

XHWE BPEMEHHbIE pPe3Lbl, KIbIKU U MONSApPbI, NEpPBbIE

NOCTOSIHHbIE MONSIPbI, YTO CBA3A@HO C BHYTPUYTPOO-

HbIM MepuogoM Mx GOPMMPOBAHUSNA; OpraHM4yecKas

yacTb dMaju U AeHTMHa — maTpuua, noaBepraemMas

MWHepanusaumm, GopmMmpyeTcs vallle nocfie poxae-

Puc. 2. MauueHT, 14 net, ¢c gnarHo3om «Meagynnobaactoma»
MpumeyaHune. CTOMaTONOrMYeCKUi cTaTyc: AedeKTbl aManu,
3p03KK, Kapuec.

Puc. 3. MauueHT, 5 nert, ¢ AMarHo3om «MMcTMoLUTO3»
MpumeyaHme. CToMaToNOrMYECKUI cTaTyc: cy6ToTanbHoe
paspyweHue 3y60oB.

HUA pebeHKa — B TeyeHue 1,5-11 mec, a OKOH4a-
TeNbHOE CO3peBaHME 3Masu NPOUCXOAMUT ykKe nocne
nosiBieHus 3yéba — B nepuog 2-2,5 net, 0CO6EHHO
MHTEHCUBHO B MepBbIM roa npopesbiBaHus [6]. Kpome
3TOro0, K AOMNONHUTENbHbLIM YCYrybnatouwmm dakTtopam
OTHOCATCS ANUTEeNbHAsA HEYyAOBNETBOPUTENbHASA TUMU-
€Ha POTOBOW MOJIOCTM BCNEACTBME 3adepXKu dop-
MWPOBAHMSA HAaBbIKOB M OFPaHUYEHUS B CaHaLMKN U3-
3a 6053HM MOBbLILEHHOIrO TpaBMaTM3ma 1 pa3BuUTUS
MHPEKLMOHHbIX, FeMOpPParm4ecKmux 0CIOMHEHNN.

Y neten ¢ UHbIMKU OMyX0JI MU, KaK npasuno, Bo ll-
[l cTagusx, noparkeHne TBepAbiX TKaHeW 3y60B BbisiB-
NSeTcs B MeHbllen ctenenn. bonee Toro, eAMHUYHbIE
NauneHTbl, HECMOTPSA Ha 3HA4YUTENbHYIO LMTOCTaTH-
YECKYI0 M Ny4YeBYK HarpysKy, AEMOHCTPMPYIOT npa-
KTMYECKM naeanbHOE COCTOAHME 3y6HOM amanu 6e3
NpM3HaKOB KapMO3HOro npolecca. 3To noaATBeEpKaa-
eT 06uebnonornyeckme 3akoHOMEPHOCTU COOTHO-
LIEHNS NOKaNbHbIX U CUCTEMHbIX UBMEHEHWN, TO €CTb
HEOHO3HAYHOCTb @aHHbIX O BbIPA*XEHHOCTU Kapmnos-
HOro npouecca Npu OJHMX U TEX e HeBNaronpuUATHbIX
ycnoBusix. BBuAy 4pes3Bbl4aWHOW reTepOreHHOCTU
[JaHHOM BblGOPKM MALMEHTOB, @ TaKXe Mo MpUYnHe
HepeleHHbIX MeTOAMYECKMX MPOoBAEM COMOCTaBUTb
NoONy4YeHHble aHHble O CTOMaTON0rM4YecKoM cTaTyce
C NONYYEHHOW 0301 XUMHUOTEPANumM U BUAOM OMYyXOJn
He npeacTaBSeTcs BO3MOXHbIM.

HeonaaHHO TSXKENbIMWU OKa3aiMCb M3MEHEHWS
y NauueHTOB M3 OTAeNeHUS HEWPOOHKONOruu: He
MCKJIIOYEHO, YTO OHM Bbl/IM CBA3aHbl C MPOBEAEHNEM
Nly4eBOM Tepanuun B 30HE rO/I0BbI-LIEN, HO 3TO Npesa-
CTOWUT YTOYHUTb NO MEpe YBENNYEHUSA YUCITEHHOCTHU
JaHHOW KNUMHWYeCKoN rpynnbl (puc. 2) [7].

KaTeropuss naumeHToB € rMCTMOLMTO3aMW pac-
cMaTpuBaeTcs OTAENIbHO WM3-3a CIIOKHOCTU aAndde-
peHuMaL MM natoreHeTMYeCKMX MeXaHn3MOB N3MeHe-
HWUN TBEPbIX TKaHeN 3y60B (puc. 3).

YCTaHOBJIEHO, 4YTO MOpPaKeHUe TBEPAbIX TKaHEW
3y60B Yy NaLMEHTOB C CONUAHBIMM ONYXONSMU U reMa-
To6n1acTo3amMu, MPOeYEHHbIX LLUTOCTAaTUKaMU, BCTpe-
yanocb 4aule (Ha 25%), 4em y cMBANHIOB U AeTen ¢
APYrMMUM cOMaTU4eCKUMKN 3aboneBaHUAIMM.

OBCYXAEHUE

OueHnBaa 06beMbl M BUAbI CTOMATONIOrMYECKOM
noMoL1, Heo6XoAMMO OTMETUTb, YTO MaLMEHTaAM C
3H TaKkoBas oKa3biBaeTCsA B OrPaHU4EHHOM CMEKTpE.
Ha ¢oHe MaccupoBaHHOrO NopakeHus TBepablx TKa-
Hen 3y60B KapMO3HOIr0 U HEKAPMO3HOIo MopaXKeHus
10 10-15% nauMeHTOB OTKa3biBalOT B 9hHEKTUBHOMN
paauKanbHOW caHaLMKW NMOMOCTU pTa U3-3a «0MacHo-
cTW» No6oro Buaa BMellaTenbCTB. MIHOraa B peru-
OHaNbHbIX KIMHWKax HabngaeTca MCnofib30BaHWe
TaKMX yCTapeBLINX TEXHONOMMI, Kak 06paboTKa 3y60B
cepebpoM. HepeaKko B ogHOM 3y6e 06HapyMnBaoTCH
HECKO/bKO N/IOMG Ha pasHbiXx MOBEPXHOCTAX. MMEHHO
noaToMy B nepuoa peabunvTaunn paHHee BbisaBe-
HWE TMPUYUH NATONIOTUYECKUX UBMEHEHUW TBepAblX
TKaHen 3y60B y AeTel M MOAPOCTKOB, MpOLUeWwnX
Kypc MPOTMBOOMYXONEBOr0 NEYEHUS, AT BO3MOXK-
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HOCTb KOPPEKTHOM AMArHOCTUKKU MOpParKeHWn, No3BO-
nseT 06beKTUBHO 060CHOBATb IEYEHUE U COOTBETCT-
BYytOLLME NPODUTAKTUHECKME MEPOMNPUATHSA B MOJIOCTH
pTa, HanpaBJ/fieHHbIe Ha ycTpaHeHne aedekToB [8].

MpeaBapuTENbHbIM aHaNM3 MONYyYEHHbIX PEe3yib-
TaTOB MO3BONSET CBA3ATb 3HAYWUTENbHYIO BbIPaXKeEH-
HOCTb MaTONIOrMYECKUX UBMEHEHUIN TKaHen 3y60B He
TOMIbKO C BO3[1ENCTBUEM LIMTOCTATUHECKOIO JIEHEHUS,
HeraTMBHbIMW M3MEHEHWSIMWU B OpPraHM3Me, HO U C
HeKa4yeCTBEHHbIM MPOBEAEHNEM TMIMEHUYECKUX MPO-
ueayp. MrueHa nonocTn pTa HeceT B ce6Ge oHOBpe-
MEHHO 3TMOTPOMHbIA U NATOrEHETUYECKUI MEXaHU3M
npoodunaktukn. OCHOBHas 3ajadya rMrueHbl NosiocTu
pTa — MexaHW4yecKoe M OHOBPEMEHHO XMMUYECKOE
yaaneHue 3y6Horo Haneta [9].

CnoXHOCTb BeAeHUS AETEN C CONMAHBIMM ONYXONSIMHU
n remaTo61acTo3aMn BO3HUKAET B C/ly4Yae, Koraa AeTu
60STCA HE TOMIbKO CTOMATONOrMY4EeCKOro BMeLaTebCT-
Ba, HO 1 C TPYIOM NEPEHOCHAT TMrMeHUYECKMe MaHUMNyNs-
UMM B nonoctu pta. Nomumo atoro, go 30% poantenen
W NaLMEHTOB CCbIAOTCA Ha peKOMeHAaLnK Bpaden 06
OrpaHM4eHHOM NPOBEAEHWUM TMIMEHUYECKUX NPOLIeayp,
HECMOTPS! Ha OFPOMHbIE€ BO3MOXHOCTU MCMONb30BaHKSA
JleNIMKaTHbIX 3YOHbIX LLLETOK, Ie4e6HbIX MaCT, 3/IMKCUMPOB.

MauneHTbl aTON rpynnbl Tpe6y+0T cneumnanbHbIX CpencTs
W METO/I0B JIe4EHUA OCHOBHOI0 3a60/1eBaHKs HE TOJIbKO
B OHKOremartoJiorm4eCKkom CtaLlmoHape, HO U B CTOMATto-
JIOrMYeCKOM KabuHeTe.

3AKJ/TIOYEHHME

HecMoTps Ha npefBapuUTENbHbIM XapaKTep HacTo-
AlLlEero uccnefoBaHug, o4eBUAHO, YTO Y MaLMEHTOB C
3H, 4OCTUTLIMX PEMUCCUK, NOCSIE OKOHYaHWS Tepanuu
UMEIOTCH 3HayuTeNbHble AedeKTbl TBEPAbIX TKaHEW
3y60B KapWO3HOIMO M HEKAPMO3HOro MPOUCXOXAae-
HUSA. TakuMm 06pa3omM, BOMPOC OKal3aHWs CTOMAaTOsO-
rMYECKOM MOMOLLN AETAM C OHKOreMaToJIOTMYECKUMMU
3a60neBaHUAIMK OCTaeTCs aKTyaslbHOW Mpo6aeMown,
TpebyeT oNTMMM3aLUuKU U nonynapmusaumm COBPEMEH-
HbIX BO3MOXHOCTen ctomartonoruu [10]. Heo6xoanmo
JanbHenliee n3yvyeHne ocobeHHOCTENW CTOMAaTONOorm-
YeCKOro craTyca y AeTen 1M noApOCTKOB, U3NEeYEHHbIX
oT 3H. B ycnoBuax cneunanM3aMpoBaHHOroO LIEHTPa, B
KOTOPOM MPOXOAAT peabuamTaLmio PEKOHBAIECLEHTDI,
Lenecoobpa3Ho MNpoBeAeHUe MPOCMNEKTUBHbBIX Yriy-
OJIEHHbIX UCCNefoBaHUM BIIUAHUA OMyXOaU, XMMUOTE-
panuuM M 06Ny4YeHUs Ha M3MEHEeHUs TBepblX TKaHeW
3y6a, roMeocTasa C/ItOHbl U KapUECPE3UCTEHTHOCTM.

JINTEPATYPA

1. CwupopeHko JIB, bpoHuH IO, bpbiH3a EB. u coaBT.
OpraH13aunoHHbIe acrneKTbl BOCCTAHOBUTENBHOIO jeye-
HWS Yy MaUMEHTOB C OHKOMOTMYECKMMM, remMaTofiornye-
CKMMK 3aboneBaHns MU (N0 OnbITy paboTbl e4YebHOo-
peabunnMTaLmMOHHOrO HayyHoro LeHTpa «Pycckoe none»).
lNeauatpuyecKknit BeCTHMK KOxkHoro Ypana. 2015;1:21-23.

2. boposckuin EB, JleoHTbeB BK, MakcumoscKkasa JIH.
HapylweHuns npouecca pemuHepannaaummn TBepAbIX TKa-
Hen 3yba M NPUHLUMNLI ero perynsauuu. Cromartosiorus.
1984;5:19-22.

3. Chu CH. Treatment of early childhood caries: A reiew and
case report. Ceneral Dentistry. 2000;48(2):42-48.

4. Kanchan P. Dholam, Gurav S, Dugad J, Banavli S.
Correlation of oral health of children with acute leukemia
during the induction phase. Indian J Med Paediatr Oncol.
2014 Jan-Mar;35(1):36-39. doi: 10.4103/0971-
5851.133717

5. BwuHorpagoBa T.®., MakcumoBa O.I1., PornHckuin B.B. u
ap. CtomaTonorusa geTckoro Bo3pacrta. PykoBoactso. M.:
MeanuymnHa. 1987. 526 c.

6. bapep I'M, MBaHuynKkoBa J1A, Hazapos M. U3MmeHeHune
TBEPAbIX TKaHen 3y60B Moc/ie MECTHOro 06/y4eHus.
Cromatonorusi. 1977;1:4-7.

7. TepexoBa T.H., MonpyxeHko T.B., KneHoBckasa. M.U.
MpodunakTnka Kapumeca B amMKax n puccypax 3y6oB:
y4yeb.-meTto. nocobue. M.: MEAnpecc-uHpopm. 2010.
88 c.

8. [eHucos A.B. CntoHHble enesbl. CntoHa. MoHorpadus.
5-e ns3a. nepepab. u gon. M.: M3ag-so PAMH. 2003.
132c.

9. Hepoceko B.B. PesncrteHTHOCTb 3y60B B npobreme
Kapueca. ABTtoped. AMC. OOKT. Mead. HayK. OmcK. 1987.
541 c.

10. O6yxoB 0.A., dykc 0.10., bpoHuH .0, Mutpakos H.H.,
baep6ax A.B., Cnnyak U.N. MpuHUMNbI TMIMEHbI MOMO-
CTW pTa y NauMeHTOB C OHKOremaTolIorMYecKomn narto-
flornen Ha 9aTtanax peabunutaumun. Matepuansl |l
MexayHapoaHOW Hay4yHO-MPaKTUYECKON KOHbEpPEHLMN,
Man 2015 r. YnaH-Yaa: MspatenbctBo BCIyTY. 2015. C.
216-218.

KOHTAKTHAS1 UHOOPMALIUA
06yxoB IOpuii AnekcaHgpoBu4, Bpay-ctomatonor JIPHLL «Pycckoe none» ®HKLL ArOU

nMm. Amntpus Porayésa MuHsapaBa Poccuu

Appec: 142321, MocKkoBcKasi 06nacTb, YexoBcKui p-H, CI CtpemunoBcKoe, Aep. [PULLIEHKHU,

Ten.: +7 (495) 287-65-70, e-mail: 5016547@mail.ru

MykoBckasi EneHa BsayecnaBoBHa, 3aBeflylollas OTAENEHUEM JIEYEHUS U peabunnTaLmm NaLUeHTOB OHKONOrMYECKOro
npoduna JIPHL, «Pycckoe none» PHKL, AFON num. Amutpusa Poravésa» M3 PO

Appec: 142321, MocKkoBcKasi 06nacTb, HexoBcKui p-H, CI CTpemunoBcKoe, aep. PULLEHKH,

Ten.: 7(495)287-65-70, 1o6. 412, e-mail: elena_zhukovskay@mail

Kapenun AnekcaHgp ®égopoBuy, 3aMecTuTeNb rMaBHOro Bpava no K9P JIPHL, «Pycckoe none»

SOHKL, ArON um. Amutpusa Poravyésa» M3 PP

Appec: 142321, MocKkoBcKasi o6nacTb, HexoBckui p-H, Cl1 CtpemunoBcKoe, aep. PULLEHKH,

Ten.: +7(495)287-65-70, e-mail: russkoe-pole@mail.ru




OAPUTE AETAM PAAOCTb!

17-W BNIATOTBOPUTEJ/IbHbIA 3UMHUMA BAN
B OTEJIE PUTL-KAPJITOH, MOCKBA

21 Hosi6ps 2015 r. B CTO/IMYHOM rOCTUHULIE PuUTL-
Kapnton (The Ritz Carlton) npowen 17-n 61arorBo-
puTENbHbIN 3UMHUI 6an nog naTpoHaTOM MNOCO/bCT-
Ba locyaapctBa Kysent B Poccurickon depepaumm u
m4yHo Ero [lNpeBocxoantesnbcTBa Ype3Bbl4alHOro wu
lMonHomo4Horo locna B Poccun r-Ha A6aya3un3a alib-
AaBaHun. lOBenunpHsbivi Jom Alexander Arne BbICTynn
TUTYJIbHBIM NapTHEPOM MEPONPUATUS, MNPeAoCTaBnB
n3/esms BbICOKOro I0BEJIMPHOro MCKycCTBa.

B aToT Beyep cneumnanbHo anga rocten 6ana Oblau
nokasaHbl llecoyHoe wWoy, BbICTYMN/IEHUS aHcaMbns
BOCTOYHOIO TaHuUa «Xabubu» M y4yacTHUKa MNpOeKTa
«onoc-4» aHa OcsiHa. TaKXe BHMMaHWIO rocTeun
O6bIN10 NpeacTaBneHo aeduie 3KCKIIO3MBHbIX KadTa-
HOB OoT Reem Design 1 aneraHTHbIX Knatyen ot Ghribi
Elegance, nocne yero ctapToBas €XerogHbli 61aro-
TBOPUTENbHbIA aYKLIMOH.

Ha 3umHem 6any

CoTtpyaHuyecTBo doHaa «3uMHun 6an» ¢ HUW JOI
POHL, Havyanocb B 2014 r., Korga 6bina padpaboTa-
Ha U peann3oBaHa COBMECTHada nporpamma, nepsbin
6naroTBOpUTENbHbLIM COOP COCTaBWM OKONO 6 MIH
py6nen. OCHOBHbIE yCUNUA M cpeacTBa Obiv Hanpas-
NIeHbl Ha OKa3aHWe MOMOLLX AETAM, CTpagalolmm
OHKONormyeckmmum  3aboneBaHuamu. CobpaHHbie
cpeactBa  MNO3BOAWMAM  3aKynuTb  AOpOrocrosiume
3HAOMPOTE3bl ANSA NATU AETEeN, YHUKaNbHbIM annapaT
OSKAR ans optoneamMyeckux onepauum, MenKameH-
Thl, @ TaKXe noajepxaTb Hay4Hyto paboTy [leTcKoro
WHCTUTYTa.

B aTom roay rnaBHOW UENbIO MEPONPUATUSA cTan
c6op cpencts B nonbdy HAM geTtckon oHKONOrnu u
reMaTosiorum POCCMHUCKOro OHKOMOIrMYECKOro Hay4-
Horo ueHtpa mm. H.H. bnoxuHa MuH3gpaBa Poccuu.
bnarotBopuTenbHbIM ayKunoH 17-ro 3umHero 6ana
pasbirpan 9 opuruMHanbHbiX 0TOB. B ux uyucne
cepebpsiHaa cabnsg M3 CTapuMHHOW OGynaTHOWM CTanu,
M3rotoBfieHHaa B cene Ky6auu, KOTOpoe 3Hame-
HWTO MacTepaMu cepebpsiHbiX Oefl, YXWH B pe3u-
neHumn Mocna locypapctBa KyBenT Ha 16 nepcoH,
3KCKJIIO3MBHbLIA BOCTOYHbLIM KadTaH pyyHOM paboTbl
oT Reem Design n ap. AyKLMOH NOo3BONWA cobpaTb

oKono 130 TbIC. €BPO Ha JIEYEHME [ETEN C OHKOJIO-
rmyecknmn 3abonesaHnammn m3 HUKW OO POHLL.
PacnopsigMtenem Topros B 3TOM rogy ctan Banpuc
Menbl, 4bM HEOOLIKHOBEHHAS Xapu3ma, MHTENNEKT,
TOHKMI IOMOP U aKTEPCKUM TaslaHT NO3BONAIN NOBbI-
WaTb LEHY TOTOB KaXkaylo ceKkyHay. Ha meponpusaTtue
OblN NpuUrnaweHbl 3amMecTutenb aupekTopa POHLL
M. H.H. BhoxnHa Munusgpasa Poccuu, gupektop HAN
AOr POHLU akagpemnk PAH Mamepa [AxaBagoBu4
AnueB v 3amectutenb aupektopa HUW OO POHL,
rMaBHbIA JETCKMK oHKonor M3 P® akagemuk PAH
Bnagumup lNeoprueBuy NonsikoB, KOTOPbIE BbLICTY-
NUAN C NPUBETCTBEHHbLIMMW C/IOBAMK K roctam 6ana
WM ero opraHusartopam, BpyuYunu 6narogapcrtBeHHbIE
rpamoTbl M KapTWHbI, HAPMCOBAHHbLIE MNaLMEHTaAMMU
JIETCKOW KIMHUKM.

0.B. UnowmnHa

5-/ 3BAHbI! BEYEP BJ/IATOTBOPUTE/IEN

U MELLEHATOB NPOEKTA «rojioCc CEPALA»

27 Hos6pss 2015 . B baHkeTHoM 3ase
ExaTepuHuHCKoro pasopia B MocKkBe cocTos/ics
5-11 3BaHbINt Be4yep 6/1aroTBOPUTEILHOIO [POEK-
Ta AaBOKaTcKou nanatbl MoCKOBCKoON o6ractn u
/106p0BO/ILHOrO 06LECTBEHHOIO [BUXKEHUS aABo-
katoB MocKoBcKoro peruoHa «lonoc cepauar. B
3TOM rofy opraHulatopamu Bedepa BbicTynuan All
MocKoBcKow obnactu, [Mabans POCCUICKUX aflBOKa-
T0B U MKA «®uannnoB v napTHEPbI».

lMporpamma MeponpuaTUS BKJOYaNa TOPXKeCT-
BEHHbIN YXWH, HarpaxaeHne oTIMYUBLINXCA afBOKa-
TOB-A0HOPOB 1 aJlBOKaTOB-6/1aroTBOPUTENEN, MPOBE-
JleHne 61aroTBOPUTENBLHOIO ayKLIMOHa.

MpoekT ctaptoBan B 2009 . B nonb3y [aeTen,
HaxoadaWmnxcsa Ha nev4eHnn B MOCKOBCKOM 06sacT-
HOM OHKOJIOrM4YecKoM aucnaHcepe (banawwuxa).
bnarotBopuTENbHbIN AayKLUMOH — 3TO OfIHA M3 exe-
roOAHbIX aKLWI, NPOBOAMMbIX MPOEKTOM B NOMb3Y AET-
CKoro otageneHns MOCKOBCKOro 06/1aCTHOrO OHKO-
NlorMyecKoro gucnarcepa. o cnoBam npesunaeHTa
[Jo6poBONBHOrO 06LLECTBEHHOrO ABUMEHUA aJBO-
KaToB MOCKOBCKOro pervoHa «fofnoc cepaua», npea-

L]

&

.

BnarotBopuTenbHbIN ayKLMOH
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PycnaHx LU1WKOB Bpy4aeT Harpagy

cegarend MKA «dunmnnoB u napTHepbl» [eHuca
dunaunnoBa, B 3TOM rogy B njaHax NpoeKkTa — pac-
lWMpeHMe 06bEMOB OKa3biBaeMOM NoMoLM. «Mbl yxKe
nocetnnn POCCUUCKUA OHKONOrMYECKUA Hay4HbIn
ueHTp um. H.H. bnoxmHa, Tenepb noctapaemcs Bbli-
TV Ha dedepanbHbii YpOBEHb», — 3aBEpPUN OH. B xoae
ayKLMOHa, Ha KOTOPOM B 3TOM rofly pasbirpbiBanoch
6onee 100 cyBEHUPHbLIX JIOTOB, TaKUX KaK KapTUHbI,
nocyfa, KOMMblOTEPHbIE U ObDUCHBIE MPUHAANEKHO-
CTW, HOBOTOHWE CYBEHWPbI U MHOroe Apyroe, yaa-
nocb cobpatb 2 100 000 py6newn: cpeactsa 6yayT
MCNOMb30BaHbl AN NPUOBPETEHUS MeaULMHCKOro
060pyaoOBaHUA M NleKapCTBEHHbIX MpenapaTtoB A
JeTen, HaxoAsWmMXca Ha JIeHEHUN B OHKONOTMMYECKUX
oTAEeNEeHUAX.

Kpome exerofHbix 6/71aroTBOPUTENbHBIX ayKLMO-
HOB, NPOEKT «[0Nn0C cepaLa» NpMBNEKaeT aBOKaToB
K OOHOPCTBY. «3a 6 neT 6bI10 NpoBeAeHo 12 aKkuun
no c60py KpoBu. B HMUX NpuHAIKN y4acTme 592 yenose-
Ka, 449 13 KOTOpbIX NOMOMHWUIN BaHK KPOBK B NOJb3Y
JeTen, nosyqaolLmx NpoTUBOOMNYX0/eBOE JieYeHne B
MoOCKOBCKOM 06/1aCTHOM OHKONOIMMYECKOM AuchaH-
cepe, Ha 205,4 nuTpa», — paccKasana KypaTtop akLui
no c6opy KPoBM, ynpaBnsawLwas genamv AGBOKaTCKON
nanatel MO Tamapa PymaHueBa.

B Meponpusatumn NpuHSanM y4actme ocobble rocTu:
3aBegylowmn otaeneHnem MOCKOBCKOM 061acTHOM
CTaHUMW nepennBaHus Kposu Cepren [léMHUH, rnaBs-
Hbl1 Bpady MOCKOBCKOW 061aCTHOMW CTaHUWUKW Nepenu-
BaHUSA KPOBMU, rMaBHbIM TpaHchy3nonor MOCKOBCKOM
o6nactu Jinpua KaomoBa, HacTodATe/lb XpaMa MKO-
Hbl Boxunen MaTtepu «Heonanumasa KynuHa» nopj
banawwnxon oteu Aumutpun (CaBuH), nNpeactaBu-
Tenb npea3ngeHTa ®MNA PP KOpusa NMuannerHko (OKcaHa
CepreeBa), Buue-npe3naeHT PrMA PO CeeTtnaHa
BonoauHa, 4yneH Coseta All MocKkoBcKoOM o6sacTu
Muxaun TonyeeB v [p., KOTOPbIE BbICTYNWUIN Nepes
cobpaBLIMMKUCA WU BPYYMIU Harpaibl 3ac/yXeHHbIM
aBoKaTaM.

M3 HUN OO0r POHL, Ha meponpusaTMM NPUCYTCT-
BOBaNM JETCKUW OHKOMOI-XMPYpPr, OOKT. MeAd. Hayk,
npod. PycnaH WMWKOB M MOMOLWHWK Npe3njeHTa

Poccuickoro obuwectBa AETCKMX OHKonoroB Onbra
UniowmuHa. B NnpMBETCTBEHHOM C/I0BE OT /IMLL@ BCETO
nHctuTyTa PycnaH LWUnMwKoB no6narogapun agBoKa-
TOB 3a NpurnalweHve noceTuTb AaHHOe Meponpus-
THe, 3a XeNlaHWe OKa3blBaTb MOMOLLb AETAM C OHKO-
NIOrMYECKNUMU 3aboneBaHUAMU, OTMETWST Ba*KHOCTb
npoBeaeHns MnoAoObHbIX 6N1aroTBOPUTESNbHLIX aKLWK
W Bblpa3un Hagexay Ha AanbHenWylo NOAAEPIKKY M
COTPYAHMYECTBO, MOCE YEro TaKxe BpyyYun Harpagbi
aBoKaTaM.

0.B. NnowwrHa

C MMPY NO ENKE

5 pekabps 2015 r. B HUWN petcko# oHKonorum
n rematonorun POHL wm. H.H. BnoxvnHa cTtaptoBasn
exeroHbin npoekt «C Mupy rno esike» 61aroTBopu-
Te/ibHoro ¢oHaa «OMK-Yuactne» ans aeten ¢ oHKO-
JlornyecKknumu 3a6oeBaHNsIMU.

OpraHusaTtopbl COBMECTHO C BOJIOHTEpamu, 3Be-
3aMu KWHO, 3cTpadbl M CTyAeHTaMW POCCUUCKMUX
BY30B YKpallanu TePPUTOPUIO OHKONOTMYECKOIO LiEH-
Tpa. YeTBepTbiM rog noapsa ANns AeTen, HaxoAsaLnx-
csl Ha neyveHmnn B POHLL, npoxoasaTt no3apaBuTesibHbIE
MepPOnpUATHS, BpyYeHMe NoaapKoB, obLeHne Cco 3Be-
34aMu U MacTep-Knacchbl.

PaHHMM cy660THMM YTPOM KOMaHaa opraHmsaTto-
pPOB NPOEKTa pa3BepHyna MacwTabHyto 4eATeNbHOCTb
Ha Tepputopun HUU OO0 POHL, nm. H.H. BnoxuHa.
bonee 120 BOJIOHTEPOB Yy4yacTBOBalM B YyKpalle-
HUM BHYTPEHHUX MOMELWEHUN U ABOpa GOSbHULbI.
Mo3apaBuTb OETULIEK MpuWexanu 3Be3dbl 3cTpagbl,
KWMHO U cnopTa, Takue Kak Bnag Tonanos, Buktopusa
boHs, Cepren AdpaHacbeB, Mapus bepceHeBa, VKa,
PomaH Bestseller, repon cepuanoB «Monogexkan,
«YHUBEpP» U MHOTMe Apyrve. B pamkax npoeKkTa CTy-
neHTel MTMMO npoBenu anga aeter macTtep-Kaacc no
pasyKpawnBaHUIO CKBOPEYHUKOB. MHOrOYUCNEHHbIE
noflapku OT NapTHEPOB MeponpuaTus nonyydnnm 150
AEeTeNn, HaxXoAsALWMXCS Ha IEYEHUM.

«[1ng Hac 3To cTaNno Xxopouwen Tpaguumen — naputb
npasgHUK AeTsaM, KOTopble He CMOryT OTMEeTUTb
HoBbIM rog Aoma, B Kpyry cBoen cembu. Mbl BEpUM
B TO, YTO MOJIOXKWTENbHbIE 3MOLMK MOMOratoT fierye
NepPeHoOCUTb KYpPC JIEYEHUS U CNOCOBCTBYIOT CKOpPEN-
LeMy Bbl3JOPOB/EHUID», — TaK CYMUTaAET reHepasnb-
HblM AMPEeKTop 6narotBopuTenbHoro ¢oHga «OMK-
Yyactue» Jlapuca OpnoBcKas.

MpoekKT «C Munpy no enke» NnpoannTcsa Ao 22 aeka-
6ps 2015 r. B TeyeHne AByx Hedenb Ha TeppuUTO-
pun LleHTpa nponayT 6onee aecATKa TeMaTU4eCKUX
MacTep-KnaccoB, BpyYeHWe MnojapKoB, nosapasie-
Hus oT lena Mopo3sa n CHerypoyku. Btopo#n rog noa-
psia opraHn3aTopbl NPOBOAAT MEPOMNPUATHSA B paMKax
KoHuenuun «CTpaHoBeAeHUE», 3HAKOMSA MalSieHbKKUX
nauMeHTOB C TPAAULMAMM U KyIbTYPOW pa3HbIX CTpaH
M HapoadoB.

o matepnanam canta http://www.ronc.ru
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VI Cbe3a peTtcKux oHKosnoros Poccuu
C MeXAYHapoAHbIM y4YacTUEM
«[l0OCTUXKEHUSA U NepCcrneKTUBbI JE€TCKOU OHKOIOrun»

1-3 oKTs16psa 2015 r. B MockBe cocTossics VI Cbe3a AeTCKMX OHKO/I0roB Poccumn ¢ MexXayHapoAHbIM y4a-
cTuem «[JoOCTUIKEHUS U NEePCNEKTUBbI AETCKON OHKOI0MMMU», OpraHn3oBaHHbIN O6LepoCCHICKON 06LeCTBEHHOM
opraHuzalmen «Poccuckoe obLecTBo AeTCKnx oHKosioroB» (POAO). Cbe3a cTtan KpyNnHENLLINM HayYHO-MPaKTH-
YECKMM MeponpusaTUeM: B HeM NMPuHsIN yyactme 6oaee 400 generatoB u3 Poccnu, CTpaH 6JIMKHEr0 M jalbHero
3apybexbsi. B pamkax Cbesga npoluamn nieHapHble 3acefaHus, LLIKona MeaguLMHCKMX cecTep, CEKLUMM Mo Ang-
¢pepeHUnanbHON AUarHOCTUKE U PeAKUM Caydasm, nainvatuBHON MeAULMHCKON MOMOLUM, @ TaKXKe CeKUns AN
poauTenen naunMeHToB, BepBbie 4715 Halllek CTPpaHbl NpoBeAeHHas B paMKax Cbe3ja.

04BOASA UTOTU, OTMETUM, 4TO Bagpec OprkommteTa

Cbe3nga ObiI0  HanpaBneHo 160 Te3ucoB
oT 125 aBTopoB: 153 (95,6%)* — W3 pervoHoB
Poccun, 7 (4,4%) — n3 ctpaH 3apybexbsa (benapyco,
Kbiprbi3cTaH, TagXMKUCTaH 1 Y36EKUCTaH).

Hanbonbllee KonM4ecTBO TE3UCOB MOCTYMNWIIO
13 LleHTpanbHoro denepanbHoro okpyra Poccnn —
129 (84,3%) n3 MockBbl, O6HMHCKA, Pa3anu, Opna,
Kypcka 1 BopoHea, a Takxe M3 CaHKT-lNeTepbypra,
ApxaHrenbcka W HwxHero HoBropoga, OTHOCSLIMX-
ca K CeBepo-3anagHomy deaepasbHOMYy OKpY-
ry — 16 (10,4%). lOxHbin (Bonrorpaa, KpacHoaap),
Ypanbckun (Henss6uHck) u [lpuBomKkcknin (KasaHb)
denepanbHble OKpyra NpeacTaBuiv K pacCMOTPEHMIO
4 (2,7%), 2 (1,3%) n 2 (1,3%) Tesnca, COOTBETCTBEHHO.
JanbHeBOCTO4YHbIN, Cubupckni, CeBepo-KaBKascKui
1 KpbIMCKWIM pernoHbl 3asiBKM Ha y4acTue B JOKNajax
He npucblnanu.

M3 KAMHWK, pacnofioXeHHbix B MocKBe, Hawu-
6onbllee KONMYECTBO TE3UCOB nocTtynuino u3 HUN
Aor orey «POHLU, um. H.H. bnoxuHa» MwuH3gpaBa
Poccmn — 67 (55,3%). Takxe O6blaM  MpUCnaHbl
Te3ncbl W3 ApYrux ne4vyebHbIX YYpeAeHUH, Kak
denepanbHbIX, TaK W TeppuTOpUanbHbIX, Cpe-
oM KoTtopbix bonbHuua Ceatoro Bnagumupa, HUU
rmasHbix  6one3Hen nm. fenbmrosnbLa, MIrMCY
mMm. A.N. EBgoknmoBa, MITHL,, MHTK «Mukpoxupyprus
rnada» uMm. C.H. PégopoBa, Mopo3oBcKasa 60/b-
Huua, HWWN Henpoxupyprum um. H.H. bBypaeHko,
LUHWWC, HINL, «ConHueso», PAKE, PHLUPP, ®HKLL, AFON
um. [1. PorayéBa.

Ha oTKpbiTun Cbe3aga ¢ NPMBETCTBEHHBLIM CJO-
BOM OT MWMeHu MuHuCcTpa 34paBOOXpaHEHMS
Poccun B.WU. CKBOPLOBOW BbLICTyNWAa [AUPEKTOP
[JenapTameHTa opraHudauuMm MeauLMHCKOW MOMO-
WM aeTam u cny*6bl poJOBCNOMOXeHUAS MuH3apaBa
Poccun npodeccop E.H. Ban6apuHa, Kotopas oTme-
TWAa, YTO AeTCKas OHKOJIorMs — OCTpocoLMasbHas
oTpac/ib MeAWLUMHbI, MOAYEPKHYNa 4Ype3BblYanHYIO

* [opoja yuyuTbiBanuCb NO MecTy paboTbl NepBOro asTopa.
Bpauu nevyebHbIX yUpexaeHun U3 crefyloumnx ropoaos Obian
coaBTopaMu B ABYX Te3ancax — u3 Teepu 1 Jluneuka B 0iHOM
Tesuce, npucnaHHoM M3 YenabuHcka, a Takxe w3 [lepmu,
ExkaTtepuHbypra, BnaauBocToka, XabapoBcKa, banawmuxu,
MypmaHcKa, Bonrorpaga, MeHsbl u Xangenobepra (fepmaHus)
B OAHOM M3 Te3UCOB, NPUCNaHHOM U3 MOCKBbI.

B 3ane Bo Bpems neKkumm

Ba)HOCTb paboThl Bpavyen AETCKUX OHKOMOroB MU
noxenana BCceM yyacTHMKam Cbe3aga NpOAYKTUBHOM
paboThbl B APY*KECTBEHHON 06CTAaHOBKE.

C nNpuWBETCTBEHHbIM CNOBOM K [Aeneraram
Cbe3pa ob6patunucb aupexktop HWUKW OO Iy
«POHL, nm. H.H. BnoxnHa» MunH3gpaBa Poccun aka-
nemuk PAH M.A. AnueB, aupektop Prby «PpHKL,
Oron wwm. [. PorayéBa» MuH3gpaBa Poccun, rnas-
Hbl BHelITaTHbIK [OETCKUM cneunanucT-remaTonor
MuH3gpaBa Poccun akagemuk PAH A.ll PymsiHueB,
ceHatop CoBeta Pepepauun $C PO ot OpnoBcKoM
o6nactv KaHanAaT MeanUMHCKKX HayK B.U. Kpyrnbin,

[OuvpeKkTop JenapTameHTa MeAULMHCKON MOMOLLM AETAM
M CNy>6bl pogoBcnoMoxeHna MuH3apasa Poccun npodeccop
E.H. ban6apuHa
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CeHatop CoBeta Pegepaunt $C PP ot OpnoscKon obnactu
KaHauMaaT MeauuUnHCKKX HayK B.W. Kpyrnbin

OTMETMBILUME B CBOWX BbICTYMIEHUAX HE TONbKO
[OCTUTHYTbIE YCMEXU, HO U onpefeNieHHble TPYAHOCTH,
NpeoiofieHNe KOTOPbIX, KakK W MoBbllleHne 06Lero
ypOBHSI 06pa3oBaHMa Bpayen, sfBnseTcs r1aBHOM
3a/layen Hay4yHblX MEPOMPUATHUN.

bbino 3aynTaHO NpuMBETCTBUE OT npeacenartens
HauuoHanbHOM MeaWUMHCKOM nanatbl npodecco-
pa J1.M. Powans, KOTOpPbIA, K COXaneHuto, He cMmor
npUcyTCTBOBATb JIMYHO, HO Nepenan aeneratam CBOU
HaunyyliMe MOoXKeNaHus, OTMETMB, YTO OHKoneaua-
TpUa — camas crnoxHasa 061actb MeULUMUHbI.

Mpe3naenTt POAO, 3amectutens ampektopa HUN
O0r ©rbyY «POHLU, um. H.H. BnoxuHa» MwuH3apaBa
Poccun, rnaBHbIM BHeWTaTHbIM [OETCKUKA creuuna-
ICT-OHKoNnor MwuH3apaBa Poccun akagemuk PAH
B.l. MonakoB no6Gnarogapuin BCeX 3a YyyacTue B
pab6oTte Cbe3na v Bblpa3uin yBEPEHHOCTb B HEOOXO-
OMMOCTU pELIEHUS UMEIOWMXCA TPYAHOCTEN UMEHHO
nyTeM JIM4HOro o6MeHa OMbITOM.

Akagemuk PAH M.. Anvnes

B uepemoHumn otKpbiTMa Cbe3dga n B paboTte nep-
BOro AHA 3acefaHuin MpUHAN yd4actue npeacenatesib
npasneHus KMmnepatopckoro ¢oHAa wccnefoBaHUs
OHKOJIOrM4yecKkux 3aboneBaHnin Ero Umneparopckoe
BbicouectB0 u Benukun KHa3b Teoprun
MuxaunoBu4, HacneaHWK rnaBbl POCCUMICKOro nmne-
paTtopcKkoro goma Ero Mmnepatopckoro BeicoyecTBa
n Benukon KHArMHM Mapum BnaguMmnpoBHbI, a TakKe
OMPEKTOP KaHuengpuu POCCUMUCKOro MMnepaTtopcKo-
ro loMa KaHauaaT uctopmyecknx Hayk A.H. 3akartos.
Benunknin KHA3b 06paTtuncs K generatam c npuMBeTCT-
BEHHbLIM C/IOBOM, B KOTOPOM OTMETUN [OOCTUTHYThblE
YCMEXU 1 BbIpas3un HagexXay Ha fanbHeunlee coTpya-
HuyecTBO. Ero MmnepaTtopckoe BbicO4ecTBO BpYyYMI
Harpazbl MmnepaTopcKoro gomMa: 3a 3acnyru nepeg
OTEeYeCTBEHHbIM 3[1paBOOXPaHEHUEM [JlaBHbIM BHeLL-
TaTHbIM [OETCKUK cneuuanucT-oHKkonor MwuH3apaBa
Poccuun akagemunk PAH B.I. MonaKkoB 6bi1 BO3BeAEH
B OOCTOMHCTBO KaBanepa WMmnepatopckoro OpaeHa
Ceaton AHHbI, a npodeccopa NJI. MeHTKeBMu,
U.A. Typa6oB M1 KaHAMAATbl MEAMLMHCKUX HayK
JI.M. MuHKuHa, J1.M. MNpuBanoBa n M.IO. PbikoB
OTMeYeHbl MPaBOM HOLIEHUA UMIMEePATOPCKON Hacnes-

Akagemuk PAH B.T. Monakos

CTBEHHON mMepanu «K06unen BCeHapoAHOro noasura.
1613-2013».

B nepBbIM JeHb MEPONPUATUA COCTOANaCh Npecc-
KoHdepeHuus, Ha koTopon M.[1. Annes, B.I. NMonakos,
IJ1. MeHTkeBwny, B.W. Kpyrnbit, Ero Umnepatopckoe
BbicouyecTBO 1 Bennknin KHa3b Meoprun Mmnxannosuy,
N.N. Cenbix, A.E. TKayeHko n A.K. deagepmeccep Bme-
CTe C XXypHanuctamu o6CyanNIn KloYEBbIE BOMPOCHI
M OCHOBHbIE NPO6GJIEMbl COBPEMEHHOW AETCKOM OHKO-
JIOrMKU: pa3BUTUE LUEHTPOB MaMaTUBHOM NMOMOLWLK U
XOCMUCOB, MHHOBALIMOHHbIE METObl PabOThl U UMMOP-
TO3aMellleHWe JIeKapCTBEHHbIX NpenapaToBs.

Akagpemnk PAH Mamep [OxaBagoBud AnueB
Bblpa3ua yBEPEHHOCTb, YTO O6GLWMpPHaa Hay4YHas npo-
rpamMmma, BKJlOYatoulasa 3acefaHus no cambiM pas-
HOOOpa3HbIM TeMaMm, MO3BOJIUT KaxXAoMy [JeneraTy
Cbesna nofy4ymTb MHTEPECYIOLLYIO ero MHpopmaLumio
M 0OMEHATLCHA OMbITOM C KOJIJIEraMy.
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BpyyeHue Harpaa

leHepanbHbIM MNapTHEPOM MEPONPUATUS BbICTY-
nun 6narotBoputenbHbin GoHa «OMK-YyacTune», KoTo-
pbi noaaepxuBaet meponpuatua POLO, okasbiBaeT
aZlpeCHyI0 NMOMOLLb AeTsM, MoolpAeT pa3BuTme obpa-
30BaTefibHbIX MporpamMmMm, OpraHM3yeT COBMECTHbIE
WMHKJIIO3UBHbIE aKuuu W dectuBanu. [lpeacenatens
MNMoneyntenbcKoro coBeTa 61aroTBOPUTENBHOINO GOHAA
NOALEPKKN CEMbBM, 3alLUUTbI JETCTBA, MaTEPUHCTBA U
otuoBcTBa «OMK-Yyactne» UpuHa UropeBHa Cepbix
ob6paTtuna BHUMaHKE, YTO B 3TOM rofy yaasochb Brep-
Bble co6paTb Ha OAHOM MJollaJKe He TO/IbKO Bpayven
M MEOULIMHCKMX CECTEP, HO U poaUTENEN NauneHToB. B
BbICTYME€HMM OblSI0 OTMEYEHO TaKXe Y4TO NPsiIMON aAna-
JIOT MeX [y MHOCTPaHHbIMU U POCCUNCKUMU crieynasnm-
cTamu 6yaeT 0CO6EeHHO NONE3HbIM U 9OPEKTUBHBIM.

3amectutens avpektopa HUU O0I by «POHL,
um. H.H. bnoxnHa» MunH3gpaBa Poccuun npodeccop
Feoprun JliwgomupoBud MeHTKEBHUY OTMETUI, HTO,
HECMOTPS Ha UMEIOLMNECH B HacTosWee BPeEMS TeH-
[EeHLUMW, HanpaBJ/ieHHble Ha UMMNOPTO3aMeleHne, B
[ETCKOW OHKOJIOTUK Hapsady C AXeHepuKaMu rnpume-
HAIOTCA U OpUrMHaNbHbIE NpenapaThl, OAHAKO B paje
cllydaeB OHW 3aKynatoTcs Ha cpefcTBa 6n1aroTBOpU-
TenbHbiXx ¢oHaoB. CeHatop Bnapumup UropeBuu
Kpyrabii Takxe noa4yepKHyn, 4To NOAHOrO nepexoaa
Ha OpWUrMHaJsbHble nNpenapaTbl B AETCKOW OHKOJIOTUK
He NnaHMpyeTCcs, MOCKONbKY HET Hay4YHOro 060CHOBa-
HUS Ux 6onblien apGEKTUBHOCTH.

B xome npecc-koHdpepeHumn Benukun KHA3b
Feopruit MuxaninoBu4 ¥ reHepasbHbI OUPEKTOP
Mmnepatopckoro ¢oHaa wuccnefoBaHUs OHKOJO-
rmyeckux 3aboneBaHWM, OCHOBaTEeNb MNEPBOro [AeT-
ckoro xocnuca B CaHkT-lleTepbypre npoTtounepen
AnekcaHap EBreHbeBuY TKa4yeHKO paccKazanu o
nepcnexkTuBax paboTtbl GOHAA, KOCHYIUCb, KaK 1 npe-
3MAEHT 6/1aroTBOPUTENBHOIO GOHAa NMOMOLLX XOCMK-
cam «Bepa» AHHa KoHcTaHTUHOBHa ®epgepmeccep,
HEOOXOAMMOCTU pPas3BUTUA Na/IMAaTUBHOW MOMOLLM
[EeTSAM C OHKOIOTMYECKUMU 3ab0NeBaHUAMM.

Axkagemuk PAH Bnapumup leopruesud Monsaxkos
oTMeTun, 4To Cbesa ABASeTCcH eaANHON NaaTthopmMon,
no3sonsouwen npodeccrmoHalbHOMY COOOLWECTBY

BCTPETUTBLCH U 0O6CYAUTb AOCTUTHYTblE YCMEXWU, MPO-
6/7eMbl U HaMETUTb MyTU ANS UX NpeofoneHunsa. Ho
ycnexv — noBoj ANs AanbHenlen paboTbl, Hanpas-
JIEHHOWM Ha NOBbILWEHNE NPOAOIKUTENBHOCTU U Kade-
CTBA W3HW, YTO BO3MOXHO JIUlb COBMECTHbIMMU
YCUANAMU, B CBSAI3U C YEM OCOBEHHO BaXKHO, YTOObI
CNIOXHaa BHELWHenoaMTMyecKas o6CTaHOBKa, Co-
¥MMBLUIASCA B NocfefHee BpeMs, He nomelwana y4ya-
cTmio B paboTte Cbhesna cneunannucToB M3 3apybex-
HbIX CTPaH.

OAHMM M3 Ba)XHEWWMX MEPONPUATUIA B pamKax
Cbesna cTano o6CyAeHNe KIMHUYECKNX pEKOMEHAA-
MM, KOTOPbIE, K COXaNeHUto, He Bblnn YTBEPKAEHDLI B
CUNy UMEIOLMXCA MEXAY crneunannctaMm pasimyHbIX
WKOMT U y4YpexaeHUn npodeccnoHanbHbIX pa3Hornia-
CUN. 3TO CBUAETENLCTBYET HE TOJIbKO O HEKOTOPbIX
pasnnMyunsax B Noaxodax K I€YEHUIO AeTEN C OHKOMOMU-
YyeCKMMKU 3aboneBaHUsMKU, HO U O BbICOKOW OTBETCT-
BEHHOCTM JETCKUX OHKONOroB, He GpopMasibHO MOAXO-
AAWMX K pa3paboTKe KIMHUYECKUX PEKOMeHAaluK,
KOTOpble, Hageemcs, 6yayT yTBEPKAEHbI B 6/MKanllee
BPEMS C Y4ETOM BCEX KOHCTPYKTUBHbIX 3aMeYaHum.

Kpome TOro, npu aKTMBHOM y4yacTuM 3ame-
cTUTENnsa aupektopa [enaptameHTa o6pa3oBa-
HUS M KaJpOBOW MOMUTMKM B 34PaBOOXPaAHEHWUU
MwuusgpaBa Poccun HUpUHBI AneKcaHAPOBHBI
KyneeBo# o06cyxaanucb npobreMbl NOAMOTOBKM
MEeAMLUMHCKMX KaapoB, MepPBUYHON cepTudUKaumnu
M noBblWEHU KBannduKaumum No cneymanbHoO-
CTN «[leTcKass OHKoNorus», aajibHenlwasa pedopma
o6pa3oBaHus, HanpaBieHHas Ha BBeAEeHWE HOBOM
CUCTEMbl aKKpeanTaummn Bpayen.

3a Bpems paboTbl Cbe3aa 6b1a10 NPpoYMTaHo 1 06Cy-
*aeHo 137 goKnaaoB U NeKUMK, N3 HUX COTPYAHUKAMMU
HUWN OO — 57 (41,6%), noknag4ymkamun n3 MoCcKBbl —
104 (76%), 3 Cankt-lMetepbypra — 9 (6,5%), a Takke
no ogHomy cooblieHnio u3 EkatepuHbypra, Bonorapl,
MBaHoBO, HYenabuHcKa n HuxHero Hosropopaa (13,8%).

Ot 3apyb6erHbix NapTHepoB Npo3By4dano 14 (10,2%)
BbICTyNnaeHnn: 3 — na fepmanuun, 2 — mn3 U3panna, 2 —
n3 KbiprelactaHa, 3 — n3 benopyccuu, no ogHOMy —
n3 Utanuu, Lsenuapun, Typumm 1 BennkobputaHum.

naBHbI BHEWTATHbIN JETCKUI cneymanncT oHkonor Komuteta
3apaBooxpaHeHunsa CaHKT-lMeTepbypra, npodeccop Kabeapsbl
remMaTtonoruu, TpaHcdy3nonorun u TpaHcnnaHTonorum «flepsoro
CMerMy um. N.M. Nasnosa» M3 PP, a.m.H. 0.A. TlyHaHOB
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Joknagynk n3 KasaxcraHa C.C. CanveBa paccKkasblBaeT O
nneBponynbMoHanbHoOM 6nactome y aetew

Ha npoTsKeHun Tpex AHEN MEPONnpUSaTUS Bpayu-
OHKOJ/OIMM CO BCen Poccun M MHOCTPaHHbIE JIEKTOPLI
JeNUNNCh HAaKOMIEHHbIM HayYHO-MPaKTUYECKUM OMbITOM
B 0611acTM AETCKOM OHKonormu. B xoae pa6otbl LLKosbI
MEIULIMHCKMX CECTEP YH4aCTHUKM MOJSTYYUSTU HOBbIE MaTe-
puanbl U Mpowsan TecTMpoBaHWe NpPodpecCUoHasbHbIX
3HaHWN. 3acefaHne PoauTeNbCKOM CEKUMU — YHU-
KaJibHbIM A/19 POCCKK OMbIT OTKPLITOrO Auanora Mexay
BpayaMu, ncuxonoramu, topuctamu, npeacrtaBuTeNsimMu
6naroTBopuTENbHbIX GOHAOB U CEMbSMM MALMEHTOB 3a
npeaenamMmum MeauvuMHCKOro ydpexaeHus. Paborta aton
CEKUMKU TMony4mna LWKUPOKUA MOJIOKUTENBbHBIM OTKIMK
cpeau cneumanncToB U poavTesnien NaLneHToB.

Mo utoram pa6otbl Cbe3ga 6bl1 NPUHAT NpPO-
eKT Pesonouuu, KOTOPbIK, Mocsie MNOCTYMNIeHUd

O peBMaTUYECKMX MaCKax OHKONIOrMYecKux 3aboneBaHnn
[OKnajblBaeT AOKT. Med. HayK, npod. E.N. AnekceeBa

3aMevyaHu U NpeasoXeHun,
MwuH3apaB Poccuu.

OpraHn3aumMoHHbIN KOMUTET BblparaeT WCKPEeH-
HIOIO MPU3HATENIbHOCTbL BCEM CMOHCOpPaM W napTHe-
pam Cbesaa, nekTopam 1 y4acTHMKam. BmecTte ¢ Tem
Mbl HaZleeMcs Ha MoBblWEHWE HAY4YHOM aKTUBHOCTHU
JeneraTtoB U3 pPervoHOB, NPU3bIBAaEM HalUX Konner
13 degepanbHbIX OKPYroB AeNUTbCA pe3ysibTaTtaMu
cBOer paboTbl, NpUcbliaTb TE3UCHI C 3agBKaMK Ha
YCTHblE JJOKNabl.

YBepeHbl, 4TO JafibHenlwee NpoayKTUBHOE COTPYA-
HUYECTBO MPUHECET HAM HOBblE BCTPEYU Ha HayYHbIX
MeponpuaTuax!

Obl1 HarnpaBfieH B

UcnonHutenbHbin anpexktop POAO,
KaHA. meq. HayK MLIO. PbikoB

Pe3oniouusa VI Cbe3aa AeTCKUX OHKONOroB
Poccuu ¢ mexXayHapoaHbIM yYyacTuem
«[JoCTUKEeHUe U NepcneKTUBbI AETCKOU OHKOIOrUU»

1-3 okTa6ps 2015 r. B MockBe cocTtosinca VI Cbedg
[IETCKNX OHKONOroB Poccum ¢ MexayHapoaHbIM y4acTu-
€M, Ha KOTOPOM 6bl/T OCBELLEH LWMPOKMUIA KPYr Hay4HO-
NnpaKTUYEeCKUX BOMPOCOB MO BCEM HamnpaBieHUSIM OeT-
CKOWM OHKOJ/IOTMU: OLIEHEHbI Pe3y/bTaTbl IeHeHUs AeTen
C pasHbiMK HO30MI0TMAMKU B deaepasnbHbiX U pPeru-
OHaslbHbIX KJIMHWMKAaX, 3aTpPOoHyTa Tema peanu3aluu
npukada MuH3gpasa Poccum N2 560H ot 31.10.2012
(B pea. MNMpukaza MuHsgpaBa Poccumn ot 02.09.2013
N2 608H) «O nopsaKke oka3aHUsa MEAULIMHCKOM MOMOLLM
JETAM C OHKOJIOrMYEeCKMMKU 3ab60sieBaHUSIMMU», NOAHAT
KaapoBbl Bonpoc (06pa3oBaHune, NOAroTOBKa v nepe-
noAroToBKa KagpoB Mo cneuunanbHOCTH «[leTcKas OHKO-
nlorus»), noAaBeaeHbl Utorn pa6otbl O6LEPOCCUNCKON
06lLLeCTBEHHON OpraHmn3aumm «Poccninckoe obLWwecTBo
JneTckmx oHkonoros POAO» (POO).

YyacTHUKM Cbe3ga OTMETUIM MOJSIOKUTENbHbIE
TEHAEHLUMW B NULIEH3WPOBAHUU OTAENIEHWUI, YCMEX B

cepTuduKaumMmn OEeTCKUX OHKOJIOTOB, @ TaKMe KOH-

KpEeTHble CABWUIMM B MaTepuanbHO-TEXHUYECKOM Mepe-

BOOPYXEHUWN KJIMHWUK B paMKax rocygapCTBEHHOro

HaAUMOHANIbHOIO NPOEKTA.

B pesynbrate pabotbl Cbe3daa 6bia TakKe BbiABNEH
psif cCepbe3HbIX NPOBAEM M NPEANOXKEHbI MYTU UX peLle-
HUe. K Hanbonee 3Ha4YMMbIM OTHOCSTCS creaytoLme:

1) HepocTaTto4yHOe (PMHAHCMPOBAHWE HaMnpaBJIEHUS,
BK/lOYAs HWU3KWUM YpPOBEHb 3apabOoTHOW nnaTbl
CpeaHero u BbICWIEro MEAULIMHCKOrO NepcoHana,
COTPYAHUKOB NnabopaTopui M OMArHOCTUHECKMUX
cnyx6. CnoxHOCTb, TPYAOEMKOCTb W HayKOeM-
KOCTb creumanbHOCTH «[JeTcKasa OHKONOrus» npwu
HW3KOW 3apaboTHOM nnaTte BeAyT K CHWXEHUIO
NPEeCTUXHOCTU AaHHOW MEAMLIMHCKOM chneuunanb-
HOCTU W, KaK CNleacTBUE, K OTTOKY MEeAULIMHCKMX
KaapoB. lpeanoxeHo yBenn4mtb duMHaAHCUpPOBa-
HMe oTpacny;



MHO®OPMALMA OT POCCUMCKOIO OBLLECTBA IETCKUX OHKOJIOrOB

2)

HW3Kas LOCTOBEPHOCTb CTAaTUCTUYECKUX AaHHbIX
B CBSI3M C OTCYTCTBMEM 0BNACTHbIX KaHLLEP-peru-
CTPOB B 60MbLWIMHCTBE PErvoHoB. [peanoxeHo
co3jaTb AETCKUE KaHLEP-PETUCTPLI B KaXXA0M K3
depnepanbHbix okpyros Poccuickon depepaumu
C PerynsapHbIM aHananM30M AaHHbIX U UX JOCTOBEP-
HOCTH;

HW3Kas aKTUBHOCTb [MaBHbIX BHELWTATHbIX JeT-
CKMX CreuLnasncToB OHKOJIOTOB B pPernoHax
Poccun. TpennoxeHo ycunutb KX pPoOJib, OLHO-
BPEMEHHO NMOBbLICMB U OTBETCTBEHHOCTb, 0653aB
NpeacTaBfidTb pPerynspHble OTYEThbl [JTaBHOMY
BHELWTaTHOMY AETCKOMY cheLuanmncty OHKOoJory
MwuHsapaBa Poccun. Takxke NpensioxXeHo YKOM-
NJeKToBaTb rMaBHbIMW BHEWTATHbIMU AETCKUMMU
crneuunanMctaMum OHKOJIoraMu BCe permoHasibHble
MUWHUCTEPCTBA U AenapTaMeHTbl 3[jpaBoOoXpaHe-
HUS;

OTCYTCTBME B3aUMOLENCTBUA MEXAY OHKOJIOTUYe-
CKOW ¥ MefnaTpUYeCcKom CNyK00W, a TaKKe Mmexay
cneuyuanucTtamMum no B3POCTIOM U [JETCKOW OHKO-
JIOTUK, 4YTO He obecrneynBaeT NMPEEeMCTBEHHOCTU
Nle4eHusa n HabnaeHUs no JOCTUXKEHUN NalUeH-
Tamu 18-netHero Bo3pacTa. [lpeanoxeHo NoBbl-
CUTb MEeXoTpacneBoe B3aUMOAENCTBUE C aHaSIU-
30M BCEX 3anyleHHbIX C/ly4yaeB OHKOIOrMYeCKuX
3aboneBaHNN y eTeN, a TaKXe Cny4yaeB HecBoe-
BPEMEHHOW AMarHOCTUKM U BblObOpa HeajeKBaT-
HOW Ne4YeOHON TaKTUKK;

OTCYTCTBME YCNOBUM ONA MOCTOAHHOIO MOBbILE-
HUS crneunanucTtaMu CBOEW KBaluduKauuum c
NPUMEHEHUEM COBPEMEHHbIX TEXHOMNOMMIK nocne-
AMNIOMHOIro 06pa3oBaHns (KOMMbIOTEPHbIX, CUMY-
NIUMOHHbBIX, MPOrpaMm AWCTAHUMOHHOIo obyye-
HUS, MEXAYHapoaHbIX MeAULMHCKUX 6a3 AaHHbIX).
MpennoxeHo obecneynTb AOCTYN CMeLuaamcToB
K MaTepuanamMm MexayHapoAHblX KOHbEPEHLNN,
3N1EKTPOHHBLIM BEPCUAM 3apyOBeXKHbIX XYpHasos,
BO3MOHOCTb MOCELLEHNA OTEYECTBEHHbLIX U MEXK-
AyHapoaHbix ¢opymoB. Onpenenutb KaTeropuu
Bpayen, Hyxaawlmecda B pasfindyHbiXx obbemax
NOBbIWEHUS KBalMdUKauMm U npodeccuoHalb-
HOW NepPenoaroToBKe;

OTCYTCTBME COBPEMEHHbIX CTaHAapTOB OKa3a-
HUS MEOWUMHCKOM MOMOLULM AETAM C OHKOJIOTU-
YyecKMMuK 3aboneBaHMAMM U MPOTOKONIOB Nevye-
HUA, B TOM 4YUCJie NMPEEMCTBEHHOCTU MEXAY
KJIMHUKaMu. NpeasioxXeHo BHECTU KOPPEKTUBHI
B KJIMHWYECKUE peKoMeHAauun U cTaHgapThl
le4eHnsd B 3aBUCUMOCTHU OT CJIOXHOCTU U TEXHO-
JIOTMYHOCTU OKa3blBAaeMOW MOMOLULK, pa3iesiuB
MX Ha 3 YPOBHS:

° /I PETMOHaNbHbIX YYpEXAEHUN;

° 015 061acCTHbIX/OKPYXHbIX yYpPEKAEHNN;

e 1na ¢pefepasibHbIX LEHTPOB.

B O

TakXXe Heo6xoAMMO MOBbLICUTbL NMPEEMCTBEHHOCTb
KazaHWn MeMLUMHCKOW MOMOLM Ha PErMoHanbHbIX

n deagepanbHbIX YPOBHSX;

7)

10)

11)

HEeAOCTYMHOCTb HEKOTOPbIX COBPEMEHHbIX Npe-
napaTtoB Ha POCCUUCKOM pbiHKe. [MpeanoxeHo
CBOEBPEMEHHO CepTUPULMPOBATL OTEYECTBEH-
Hble 1 3apyberHble npenapatbl, 3GPEKTUBHOCTb
KOTOpbIXx Oblla AOKa3aHa Mpu JieYeHun [eTen
C OHKONOrM4yecKnmMu 3aboneBaHUAMU, a TaKKe
ob6ecneynTb MX AOCTYMHOCTb A9 HAcCeNeHUs Ha
6a3e degepanbHbIX LLEHTPOB;
OTCYTCTBME rOCyAapCTBEHHbIX NpOrpamMm, CTUMY-
IMPYIOLWMX MEXAyHapoaHOe COTPYyAHMYECTBO, B
TOM 4ucne oby4vyeHue cneumanucToB pPasnyHO-
ro npodunsa B BeAylMX 3apyOEHbIX KAMHUKaX.
MNpeanoxeHo akTMBHee y4acTBOBaThb B pa3paboT-
Ke MeXJyHapo/HblX NMPOTOKOJIOB JIEYEHUS C BO3-
MOHOCTbIO HanpaBieHWs crneLuanncToB B Beay-
LME KIIMHUKKN MUPa;
OTCYTCTBME Pa3BWUTOW CETU XOCMUCHOM M nan-
IMaTMBHOW MOMOLLM, @ TaKXKe HeCOOTBETCTBUE
MpunoxeHunsa N° 3 kK npukaldy MuHsgpasa Poccun
oT 12.11.1997 N2 330 «0O mepax no yny4yweHuto
y4yeTa, XPaHEHMS, BbINMUCbIBAHUS U UCMNONb30Ba-
HUA HAPKOTMYECKMX CPEACTB M MCUXOTPOMHbIX
BELLECTB» peasibHblM MOTPEBHOCTAM NaLMEHTOB.
MpennoxeHo pasBUTb CeTb AETCKMX XOCMWUCOB,
B TOM YMCJIE XOCMMCOB Ha AOMY, @ TaKXe BHECTMH
M3MEHEHUS B MPUKas, NMOBLICUB pa3pelleHHble
HOPMbI UCMONb30BaHUA HAPKOTUYECKNX 06€360-
NMBaloWMX NpenapaToB C Y4ETOM ONTUMasbHbIX
[03MPOBOK, HEOBXOAMMbIX ANS  KynuMpOBaHMUS
60/1eBOro CMHAPOMA. Take LenecoobpasHo
pa3pewnTb MCNONb30BaHWe TpaHcAepMalbHbIX
$dOpM HAapKOTMYECKMX CPEACTB AeTaM A0 18 ner;
OTCYTCTBME CUCTEMbI BHYTPEHHEMO ayAnTa KayecTBa
OKa3aHWsi MeaULIMHCKMX ycnyr. [peanoxeHo HayvaTb
paboTy N0 BHYTPEHHEMY ayaAWUTY KOHTPO/S KayecTBa
Ha YPOBHSAX OKa3aHWs MEANLIMHCKOM MOMOLLY;
NOBbLICUTb @aKTUBHOCTb YneHoB POJO B BbinosHe-
HWUM U3STIOXKEHHbIX Bbllle 3a4ay.

OT MMeHKn npodeccrmoHanbHOro coobuiecTBa aeT-

CKMX oHKonoroB aeneratbl VI Cbe3aa AETCKMX OHKOJO-
roB Poccum c mexayHapoaHbIM y4acTueMm «[locTuxeHne
M MepCcneKkTUBbl [AETCKOM OHKOJIOrMM» MOCTAaHOBUIU
ob6patuTbcsd B MuH3apaB Poccuun ¢ HacToswen peso-
NOLMEN ANSA PELUEHNSA U3JTOKEHHBIX B HEW MPOGIEM.

PepakunoHHaa konnerus: akag. PAH B.T. lNossikoB,

AOKT. men. Hayk H.A. CycyneBa, KaHA. Mef. Hayk
M.IO. PbikoB, AOKT. Mmea. Hayk W.C. [onrornosios,
AOKT. men. HayKk C.A. BapgosiomeeBa, KaHA. Me[.
Hayk [.10. Ka4aHoB, AOKT. med. HayK FO.A. llyHaHoB,
JOKT. mes. Hayk M.b. benorypoBa, KaHA. Me/[. HayK
JI.M. MuUHKuHa
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AHOHC MeponpuUATUN ANA AeTCKUX OHKonoroB B 2016 r.

OaTtbl

Ha3zBaHue KoHpepeHuuun

KoHTaKTbI

12 — 14 deBpang 2016 T.

XIX KoHrpecc neanatpoB Poccuun
C MeXAYHapOoAHbIM yYacTUeMm
«AKTyasibHble NPO6JeMbI NeguaTpumn»

MockBa, KpacHonpecHeHcKas
HabeperkHasd, 4. 12,
LleHTp MexkayHapoaHOoM TOProBiu,
4- noabes3n
e-mail: orgkomitet@nczd.ru:
Ten.: +7 (499) 134-13-08,
+7 (499) 783-27-93

28 — 30 mapta 2016 1.

VIII ExxerogHbin BcepoccnncKmni
KoHrpecc no MHGEKLMOHHbIM
60Nne3HAM

MockBa, MegnunHcKoe
MapKETUHIOBOE areHTCTBO
Ten.: +7 (495) 660-60-04

14 — 16 anpeng 2016 r.

Il KoHrpecc rematonoros Poccuu

MockBa, KoHrpecc-napK rocTUHULbI
«YKpauHa», KyTy30BCKMIN NPOCMNEKT,
a.2/1,ctp. 1

25 - 28 maa 2016 .

10-1 KoHrpecc A3naTtckoro
noapasaenenuns MexxayHapogHoro
oblllecTBa IETCKON OHKOOMMHU
(The 10th SIOP Asia Congress)

MockBa
Cekpetapb KoHrpecca —
K.M.H. K.1. Kuprusos
Ten.: +7 (964) 798-90-93,
www.siopasia2016.org
info@siopasia2016.org

25 — 27 maqa 2016 T.

29-11 Cbesp obliecTBa No N3yYeHUto
OnyXonen KOCTEN U MATKUX TKaHEWN
(29th Annual Meeting of EMSOS)

12, Boulevard Fellen
13016 Marseille — FRANCE
Phone: +33 (0) 491 09 70 53
www.ems0s2016.com

3 — 7 nioHa 2016 T.

Cbesa AMepuKaHCKoro obulecTaa
KJIMHUYECKNX OHKOOroB
(ASCO Annual Meeting)

Yukaro, CLLA
WWW.asco0.0rg

15 — 17 nioHa 2016 T.

IX Cbesa OHKOJIOrOB 1 pagnonoroB
cTpaH CHI

MwuHck, Pecny6nuka benapycb
www.ronc.ru

22 — 24 vioHa 2016 T.

4-11 BceMUpHbI KOHrpecc
Nno BEHO3HOMY AOCTYNy
(4th World Congress of Vascular
Access)

Nncca6boH, MopTyranus
wWww.wocova.com

17 — 20 ceHTa6ps 2016 1.

15-n cvesn Penepavinm
aHecTe31O0N0roB U peaHMMaTos10roB

MockBa,
yn. HoBbin Ap6ar, a. 36/9
www.far.org.ru

7 — 11 oKkTa6psa 2016 T.

Cbe3pg EBponenckoro

OHKoOMormnyeckoro o6uiectea — 2016

(European Society For Medical
Oncology 2016)

KoneHrareH, Janus
WWW.esmo.org

[atbl 6yayT 06bsABNEHbI
nosgHee

XX PoCCUNCKUIA OHKONOTMYECKNI
KOHrpecc

www.rosoncoweb.ru
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KoHKypcC ansa Bpavyeun
oT bnarorBoputenbHoro ¢oHaa
«AMnepaTtopckun ®oHa uccneaoBaHus
OHKOJIOFM4YEeCKUX 3a0601eBaHUN>»

NUmnepatopcknn PoHA uUccnefoBaHUA  OHKOMOrMYECKUX 3aboneBaHun W
Poccuinckoe 06LLeCcTBO JETCKMX OHKOJIOrOB OOBLABAIOT KOHKYPC A1 crneuuanu-
CTOB C BbICLUIMM MeAULMHCKUM 06pa3oBaHneM B Bo3pacTe Ao 30 net (opaAnHaTopsl,
acnupaHTbl, Hay4YHble COTPYAHWKMK), HAyYHaa M NpaKkTU4ecKasa AesaTeNbHOCTb KOTO-
pbIX CBsi3aHa C JlIe4eHUEeM AeTen C OHKONOrMYeCKUMH 3a60neBaHUAMM.

[1Boe nobeauTtenemn KOHKypca, oTo6paHHble Hay4YHbIM KOMUTETOM, NonyyaTt BO3-
MOXHOCTb MPONTU ABYXHEAENbHYIO CTaXMPOBKY B OAHOM M3 BeAyLIMX Hay4YHO-
ncenenoBaTenbCKmux MHCTUTYTOB CLUA, 03HAKOMUTLCSH C COBPEMEHHBLIMU TEOPETH-
YEeCKUMU pa3paboTKamMn U MPaKTUYECKMUM OMbITOM.

Ansi y4yacTua B KOHKypce TpeoyeTcs NpefoCTaBUTh:

1) Konuio AuniaomMa O BbICIWIEM MEAULMHCKOM 06pa3oBaHWMKU, 3aBEPEHHYIO B
oTaene Kagpos;

2) Konuio cepTuduKata Bpaya — JETCKOro OHKOJIOra, 3aBEPEHHYIOD B oTaene
KagpoB, Uin cnpaBKy, NOATBEPXKAAloWYo o6y4eHne B opauHaTtype (acnupaH-
Type);

3)  KONWIo TPYAOBOW KHUMKKM (MPW HANWYMK), 3aBEPEHHYIO B OTAENE KaJpoB;

4) cornacve Ha o06pabOTKYy MepCOHasbHbIX AaHHbIX, NOAMUCAHHOE MpPeTeHOeH-
TOM;

5) conpoBoauTesibHOE MUCbMO, NOAMUCAHHOE PYKOBOAUTENIEM KJIMHUKU, B KOTO-
pou yuuTCs (paboTaeT) NpeTeHAEHT, U 3aBEPEHHOE NeYvyaTblo Y4peXAeHNS;

6) KpaTKyl 6uorpaduio, noanMcaHHyto NPETeHAEHTOM U Hay4YHbIM pPyKOBOAUTE-
JIeM (3aBeaylolnM OTAeNIEHNEM);

7)  KpaTKylo MHGOpMaLMIO O MPOBOAMMOKN Hay4YHO-UCCIef0BaTENLCKON U KITUHU-
4ecKon paboTe;

8) onucaHue Uenu npeanaraeMoro Kypca CTaXXMPOBKW U OXKWAAHUSA OT Hee (B
cBo6GoAHOM dopme).

KpaTtkaa nHdopmauumsa o npoBOAMMON Hay4YHO-UCCNIef0BaTEe/IbCKON U KJIK-
HUYECKOM padoTe [0/MKHa ObiTb 0POPMIEHA B COOTBETCTBUU C TPEOOBAHUAMM:
o6bemM — He 6onee 350 cnos, Hannyve pasgenos «BeBeaeHue», «MaTepuanbl U
MeToAbl», «Pe3ynbraTbl», «3aKkntoydeHner». Matepuansl, He 0pOoOpMIEHHbIE B COOTBET-
CTBUU C TPEOOBAHUAMMU, K PACCMOTPEHUIO HE NMPUHUMAIOTCS.

3aaBKku HanpaBaatTca Ao 31.01.16 B 3/1eKTPOHHOM BUAe C NMOMETKOM
«KoHKypc» no agpecy: wordex2006@rambler.ru
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KHUrun gna geTckux oHKo

Yeancaemvie vumameau!

Brimna B cBeT moHorpagus «Mcropus meTckoil OHKOJO-
rumn» nop pegakuueit M.FO. PoikoBa u B.T'. ITonsikosa (CII6.:
Tunorpadus Muxauna @ypcosa, 2015. — 208 c.).

B MoHOTpadun onmmchIBalOTCsS OpraHu3alus epPBbIX AET-
ckux 6onbHul, IMpuaBopHOt MEAULMHCKON CIIy>KObI, CTa-
HOBJICHUE MeAUAaTPUU U AETCKOI OHKOJIOTMM KaK CaMOCTO-

SITeJIbHBIX JUCUMIUIMH, a TAK;K€ OCHOBHBIC 3TAITbl PA3BUTHSI
XMMHUOJIYYeBOM Tepallud ¥ XUPYPTUIECKOTO JICUSHUS 3J10-

KauyeCTBEHHBIX HOBOOOpa3oBaHmii y meteid. [lommmo 310-

ro, B U3JaHNUE BKIIIOUEH apXMBHBINM (poTOMaTepuall, B TOM

YHCJIe MyOJIMKYyEeMbIil BIIEPBHIE.

-~

ol

.1"

B mexabpe 2015 r. oxXumaeTcs BBIXOH IPYroro Hayd-

HOTI'O TpyJa TeX XKe aBTOpOB — «BeHO3HBII JOCTYIT IIpHU
JICYEHUU JeTell C OHKOJOTMYeCKMMHU U opdaHHBIMU 3aboJie-

BaHUSIMU». MoHoOrpadus CoIepXUT MOAPOOHYI0 MHGOPMAIIUIO O PAa3IUIHBIX CUCTEMAaX
BEHO3HOTO JOCTYIa, METOAMKE UX YCTAHOBKHU M TAKTUKE SKCIUIyaTalluM, a TaKxKe 0000IIeHe
onbita HWUU nmerckoit onkonoruu u remaronorun ®I'bY «POHLL nm. H.H. broxuna» MuH-
3apaBa Poccun, ®I'BY «HL3/1» MunsnpaBa Poccun, Kimmaunku I'BOY BITO «CII6I'TIMY»
MunsapaBa Poccuu 1 HUUM pgerckoit remaTtosioruu M TpaHciuianTojgoruu um. P.M. T'opbOa-
yésoii [BOY BIIO «Ilepsrrit CIIOI'MY um. W.I1. I1aBnoBa» Mun3npaBa Poccuu. B MmoHO-
rpa¢dpuu ONMCcaHbl KaK HanboJjiee YacThle, TaK U peIKre OCIOKHEHNS, BeCh MaTepHrajl XOPOIIIO
IIPOMJLIIOCTPUPOBAH.

O0e KHWTM W3JaHBI Ha cpelcTBa KmmepaTopcKoro
doHma uccienoBaHU OHKOJOTMYECKMX 3a00JIeBaHUIA.
Bce coaBTOphl BbhIpaXalOT MCKPEHHIOK 0J1aronapHOCThb
IMpencenarento IlpaBrenust Mmmneparopckoro MonHpna
Ero MMnepatopckomy BricouectBy I'ocynapro Hacnen-

Huky llecapesnuy u Benukomy Kuszio I'eopruro Mu-

xailnoBuuy, a Takxe I'eHepanbHOMy aupekTopy PoHna,
OCHOBATECJIIO IMTEPBOTO AETCKOI'O XOCITIMCa B CaHKT-HeTep- =
TIpotouepeit A.E. TkaueHko (cieBa)
Oypre nporouepero Anekcanapy EsrenbeBudy TKaue€HKO.  y E.U.B. u Benmkuii Kusizb Teopruit Muxaitosuy
MoHorpaduu 6yIyT 6eCIIaTHO pacpOCTPAaHATLCA Ha MEIULIMHCKIX KOH(MepeHusax B Poccun,
ITOCBAILIEHHBIX I[eTCKOﬁ oHKoJioruu. Beex 2KEJIAIOIMX ITOJYYNTb KHUIU IT10 ITOYTE ITPOCUM HAITMCATb

00 3TOM 110 anpecy: wordex2006@rambler.ru.

Boaee noapodHo ¢ nearenbHocThio iMnepaTopckoro @oHaa u nepporo aeTckoro xocnuca CaHkT-
IleTepOypra MoXKHO 03HAKOMHTbCS Ha caiitax: www.imperialfund.org, www.kidshospice.ru.
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[IpoexT %
«MeduThl COBIBAIOTCS»

CaHKT—I'IeTepGyprCKMH [eTtcKkuin xocnuc 6bi1 ocHoBaH B 2003 roay
M cTan nepeBbiIM B Poccuu y4perkaeHuem, OKas3biBaloWMM KOM-
MIEKCHYIO MEeQULMHCKYIO, MCUXOSTIOMTMYECKYI0, CoLManbHY0 U JYXOBHYIO
NoMoLb AETAM C TAXeNbiMKU 3abosieBaHUs MU, KBanMbUUMpPOBaHHbIE
Bpayu, MeacecTpbl, MCUXONOTMU U coLMalnbHble Negaroru gatoT nauneH-
TaM BO3MOXHOCTb }XWTb HACblWEHHOW N aKTUBHOM }XMU3HbIO, 061€eryatoT
OU3NYECKYIO U aylwleBHYO 60nb. [eTCKn xocnmc o6bLeanHsaeT paborty
Bble3AHOM CNy>XObl, KPYrMTOCYTOYHOTO U AHEBHOIO CTalMOHapa, a TaK-
e LleHTpa nannvatmBHOW NOMOLLM, NpegHa3HavYeHHOro ans yxoaa 3a
AETbMU C TAXEeNbiIMK 3a60eBaHUAMU, NPUEIKAIOWMMN Ha NEeYEHUE B
CaHkKTt-lleTepbypr n3 agpyrux permoHos Poccum.

ExxerogHo [JeTCKMM XOCNMUC NOMOraeT UCMOJMHATb XKeNaHUs nauueH-
TOB XOCMnuca ¥ ropoackux 60/IbHUL, B paMKax npoekta «MeyTbl cObiBa-
toTca». [leTn meyTatoT BCerga — 0 HOBOM UTPYLLKE, KHUIe UK ragxere,
0 BCTpeye C KYMUPOM MK Noe3[Ke B HOBOe MecTo... Meytasa o 6yay-
weM, AeTU HaAEeTCs, YTO AaXKe TAxesioe 3abosieBaHWe He CTaHeT npe-
NATCTBUEM AJIF OCYLLECTBNEHUS NX CaMblX COKPOBEHHbIX XenaHun. NUc-
NOJSIHEHNE MEYTbl MOXXET NOMOYb PeBEHKY B 6opbbe ¢

60/1e3HbI0, MOAAPUTL EMY PAAOCTb U HAZEXAY, AaTb
YBEPEHHOCTb B TOM, YTO OH HE OMH.

[eTCKMn Xocnuc ocylecTBnseT Npuem 3asgBoK
Ha y4yacTue B MpoeKTe «MeyTbl cObiBalOTCS». Bbl
MOXeTe MoMOo4Yb HaM caenatb 3ToT HoBbIM rof oco-
OEeHHbIM ANa KaXaoro pebeHka, pacckasaB po-
AUTENAM BallKX NALMEHTOB 06 3TOM aKL UK.

O3HaKOMUTbLCH C NpaBulaMu y4acTusa B
NpoeKTe u CKa‘-IaT\“aFIBKy MOXHO
Ha canTe www.MeuTbiaeTen.pd.

|
g

X
T

McKpeHHe Balll,
npoTtonepen A.E. Tka4eHko

LY,

Y

p il



AKkHoMuna [1®

HoBbin Poccuncknn JAKTUHOMULUWUH

[ToKkasaHuA:

» Hedppobnactoma (Onyxonb Bunbmca);

» PabnoMuocapKkoma;

» CapkomMma l0uHra;

» HeceMWHOMHbIe 310Ka4YeCTBEHHbIE ONYyX0N AUYKA;
« Tpodobnactuyeckue onyxonu.
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CpaBHuTenbHble JOKNMHUYECKWE U KNMHWUYeCKMe UCCne]oBaHWA BLIABUNK
npy AEHTUYHOM 3¢ deKTUBHOCTM AoCcToBepHO Bonee HU3KYID TOKCUYHOCTb ARHoOMMAa %
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