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BJ/IMHUUTO

(6nmHaTtymomab)

AMGEN

[ina peteli ooHOro roga 1 ctTaplue B KayecTBe MOHoTepanuH ana neveHns CD-19 NonoXxntenbHoOro, otpuuatenbHoro no ¢unagenoduii-
CKOW Xpomocome peuuarsupytowero nnu pedpakrepHoro OJUJ1 13 npepwectBeHHUKOB b-numdounToB (Nocne, no KpanHen mepe, ABYX
NVHUI NpefLwecTBYOLWEN Tepanum U Nocie nepeHeceHHoM anioreHHoN TPaHCMIaHTaUUM reMono3TUYECKMX CTBOSIOBbIX KIETOK)?

nNpu nevYeHnn "cnoxHolx" nauneHTos’

NPUGAN3NTENBHO Y MNONOBMHLI NAUMEHTOB, gocTurwmnx MP/4rpP*

EQUHCTBEHHbIW OQOOPEHHBIA MOHOPEXUM MMMYHOTEpanum,
OCHOBaHHbIA Ha WHHOBAUMOHHOMW TEXHOMNOrMuM COo3daHus
6ucneunnyecknx pekpytepoB T-knetok (BiTE)?

YnpaBnsiembin npocgpunb 6e3onacHocTuU’2

no 0 (6nunnar Peri i Homep: JIM-004035
MOMXANYNCTA, O3HAKOMBTECH C MOJIHON MHCTPYKLIVEN MO MPUMEHEHUIO NEPE/ HASHAYEHUEM MPEMAPATA .
K BanHy 0Ka3aH B KauecTse MOHOTepanim AnA neyenna CD19-MonoXmTeNbHOro peynanBIpYIoLLero unm pedppakTepHOro ocTporo IMMdo6nactHoro feiikosa (OJ1/) n3 NpeawecTseHHNKOB B-11MdoLMTOB y B3pOC/bIX. MauneHTbl
C NoNoXunTenbHbIM No gpunagenbduiickoin xpomocome OJ1J1 13 NpeALIecTBEHHUKOB B NMMGOUNTOB AOMKHDBI ObITb PE3VCTEHTHBI K Tepanii Kak MUHIMYM ABYMA WHTMOUTOPaMM TUPO3NHKMHa3b! (UTK) 1 He MMeTb anbTepHaTMBHbIX BAPUaHTOB feyeHus. baMHuMTo
NOKa3aH B KauecTse MOHOTepanun AnA neyeHns CD19-NONOXMUTeNbHOro, OTpHLATeNbHOMO Mo ¢MJ‘IE%EI‘II:¢MI7ICKOI7I xpomocome OJUT 13 NpeAWeCcTBEHHINKOB B-11M$OLIMTOB y B3POC/IbIX B pase nepBoil i BTOPO NOMHOM PEMICCIN C HaMYMeM MIUHIMANbHOM
octaTouHor 6on1e3nmn (MOB) > 0,1%. BIMHUMTO NoKasaH B KayecTse MOHOTepanum AiA neyeHns CD19-N0N0XMUTeNbHOrO, OTP 0ro no ¢ $uincKoin xpomMocome peunanempyiowero unu pedpakteptoro OJIJ1 U3 NpepwecTeeHHNKOB B-numdounTos
(HOCHS, no KpanHen mepe, AByX NMMHUWN NpejwecTsyowen Tepaniun uan nocne ﬂepeHeCeHHOM anNoOreHHON TpaHCNaHTaUuun remaTono3TUYeCKNX CTBONTOBbIX KHSTOK) yrFeTelA B BO3pacTe 1 rofja wnu crtapLie. MpoTneonokasaxusa:lune| 4YBCTBUTE/IbHOCTb K
6HVIHaTyMOM36y wnn Kl'“OéOMy KOMMOHEeHTY npenapara. Iaxenasa crteneHb no4ye4yHon HSAOCTBTO‘JHOCTM.Tﬂ)KeﬂaR CTeneHb NeYyeHoUHoM HeAOCTaTOYHOCTU. EepeMeHHOCTb. lepnog I'pquOI'O BCl ap Cnocol n posbl:JleveHve HeOﬁXOFlVIMO
HaYMHATb MO Ha3HAYeHWIO 1 MO KOHTPOJIEM BPAUa, IMEIOLLErO OMbIT JIeYEHUs reMaToNOrMYeCKIUX 3/10Ka4ecTBEHHbIX HOBOOBpasoBaHuii. Ans Tepanuu oTp 0ro Mo )it ICKOW XPOMOCOME péL 0 unu peppakrepHoro OJJ1
)BaHa roc nay yM MepBbiX 9 HeN NepBoro Lukia u nepsbix 2 AHeN BTOPOro umMkna. Mpu neyeHnn otpuuatenbHoro no gunagenbduickon xpomocome OJIJT 3 NpefwecTseHHUKOB B-numdouuTos ¢ MOB
PeKOMeH/I0BaHa rocnnTan13auma NaLUneHTa B TeHeHe MIHNMYM NepBbiX 3 IHEN NEPBOTO LKA Tepanum 1 NepBbiX 2 AHeN Nocneaylownx WMKNos. Peunansnpylownin nin peppaktepHbiii OJ1J1 13 npewecTBeHHNKOB B numdoumnToB. MalyyeHT MoXeT nonyuuts 2
umKna tepanuu. MpoAoMKUTENbHOCTb LMKIa Tepanuu — 28 AHel (4 Heflenw); BBeAeHWe Npenapara oCyLeCcTBAAETCA MyTem 7 BHYTPI A VH Mocne KaxAaoro LMKNa Tepanuu CnefyeT nepepbis ANUTENbHOCTbIO 14 AHert (2 Heaenw). MalueHTbl,
pocturwme nonHoit pemuccun (MP/MPr¥) nocne aByX UMKIOB Tepanui, MOTYT MONYYNTb 4O 3 AONOJIHUTENbHBIX KOHCONMAALMOHHDIX LMKIOB Npe BAMHLWTO MO pe3ynb 71 OLEHKI COOTHOLLEHA MONb3bl U PUCKOB. PekomeH yemas
cymunaaTgosa |J-_|f:enapa'ra onpe/enAeTCcA Macco Téna naumeHTa. MauneHTbl C Maccoi Tefa > 45 K OMHKHbI NoJly4YaTb Npenapar B ¢chvgJosaHnom [103€, Y MaLMEHTOB C MacCol Tefa MeHee 45 Krj_ﬁoza PaccumTbIBAETCA B COOTBETCTBIM C MIIOLUABIO MOBEPXHOCTY
Tena (MMT). OJIJT n3 npeawecTseHHUKoB B-numpountos ¢ Hanmunem MOB lMpu paccMoTpeHuM Bompoca O NpuMeHeHnn npenapata banHuuTo ¢ uenbio Tepanun MOB nonoxutenbHoro OJIJI 3 npepauwecTseHHNKOB B- 0B 6e3 ¢ KoM
XPOMOCOMBbI, Pe3ysbTaTbl KONMYecTBeHHOro onpezaenesns MOB AomKHbI ObiTb nop | P HHOrO MeTO/la aHa/l3a C MUHMMAaNbHOW YyBCTBUTENbHOCTbIO 10-4. KnuHuyeckuin aHanus MOB, BHe 3aBUCMOCTM OT BbiGOpa METoAWKY,
H p b B ¢ 71 NabopaTopuK, UCTONb3yIoliiel METOANKY, COOTBETCTBYIOLLYIO OBLIENPUHATLIM TEXHUYECKUM TPebOBaHNAM. MaUMEHTbI MoryT noné/wm: 1 UMKN MHAYKUMOHHOM Teg)anvm C nocnepylowmnm nposeaeHrem Ao 3
[OMOJHNTENbHbIX KOHCONMAAUMOHHBIX LWKIOB Tepanuii npenapatom BAnHumnTo. JNTeNnsHOCT OAHOMO MHAYKUMOHHOIO Wi KOHCONMAALMOHHOMO gvmna Tepanuu npenapatom baMHUMTO cocTanAeT 28 AHeit (4 Hepenu), B TeUeHMe KOTOPbIX NPOBOANTCA
HenpepbIBHaA BHYTPUBEHHaA UHPY3WA Npenapara, C NocneAyoLIm NepepbiBOM ANMTENbHOCTLIO 14 aHel (2 Hegen) (obuwas AnvTenbHOCTb — 42 aHA). Cnocob BBegeHuA. PacTBop npenapara bavuHyuto ana mnﬂayzmﬁ BBOAWTCA NyTEM [INTENIbHON BHYTPUBEHHO
MN¢y3VIVI C NOCTOAHHOI CKOPOCTBIO U C UCMONb30BaHNEM VIH%y3VIOHHOVI nomnbl B Te4YeHne Ao 96 4acoB. Pacrsgp npenapara EﬂI/IHuVITO I NH y3|/|lji MOXeET BBOAMTHCA C UCNOJIb30BaHNEM CUCTEMbI ANA BHYTPUBEHHDIX MH( -YZMVI, copep)«amel?l (TeplAﬂthllh,
anMpPOreHHbI BCTPOEHHbIN WIBTD C HU3KIM CBA3bIBAHNEM C GEIKOM, C ANaMETPOM rop 0,2 mkm. lMo6ouHoe aeiictene O630p Nnpodunsa besonackHocTu. t cepl Hexena KOTOpble MOTyT A B NpoLiecce Tepanuu
6nuHat ABNAKTCA: HEeBPOJIOTNYeckne Hapy. , HeNTpor (0 HEeTPONEeHNA, CUHAPOM BbIOPOCA LIMTOKMHOB, U CMHAPOM fik3nca onyxonu. Hanbonee 4acTbiMi HeXenaTenibHbIMI PeakLnaMI ABNANUCH: NUPEKCUA,
¢ peakuumn, nHo 0byc HeyTo naToreHoM, rosioBHas 60sb, aHemMusi, TPOMbOLWTONEHUA, GebpunbHaA HENTPONEHMUs, OTEKU, HEUTPOMEHWA, KOXKHbIE BbICbINAHWUA, MOBbILEHNE AKTUBHOCTA MEYEHOUHbIX GEPMEHTOB,
6akTepuanbHble MHGEKLNN, TPEMOP, Kalliefb, NernkoneHuns, 60Mb B CNHE, 03HOO, TMMOTEH3A, BUPYCHbIE MHDEKLUM, CHIKEHME KOHLIEHTPALMU MMMYHOINOBYNMHOB, CMHAPOM BbIOPOCa LIMTOKWMHOB, Taxkapausa, 6eCCOHHLA, rpUBKOBbIE MHbEKLWN 1 6onn B
KOHe4HocTn. Ocobble yKasaHuaHeBponoruyeckiie HapyleHna. B npoLecce npumeHeH1A Npemnapata OTMeYanch Ciy4an HeBPOSOTMYECKIX Hapy 7, B TOM Yncne c ncxopom. f A NpoBes V4ECKOro 0b6Cne10BaHNA 0
Hayana Tepanuu BAnHUuTO 1 KA MOHUTOPUHT MALMEHTOB Ha NPeAMET NPU3HAKOB 1 CUMMTOMOB HEBPOJIOMYECKUX HApYLWEHNI (Hanpumep, nyTem TecTa nouyepka). Y nauvieHTos, nosny 6111MHaTyMOMa6, OTMeYannch
cepbe3Hble MHOEKLMN, B TOM YMCIIe CEencuc, MHEBMOHIA, GaKTepeMNsA, ONMOPTYHNCTUYECKIE MHOEKLNN N NHOEKLIN B MECTe YCTaHOBKM KaTeTepa, HEKOTOPbIE 113 KOTOPLIX YrpOXajiv X13HM U1 NPUBEN K IeTalbHOMY 1CXOfly. MauneHTbl, nonyyakoulne npenapat
BAMHUNTO, AOMKHbI KIMHUYECKM HabMIoAaTbCA Ha NPeaAMET NPU3HAKOB 1 CUIMIATOMOB WHGEKLMIA 1 MOlyYaTb COOTBETCTBYlOLIEe NeyeHue. CIHAPOM BbIGPOCA LIMTOKMHOB 1 MHGY3MOHHbIE peakuui. Y MauMeHToB, Nojlyyasluix npenapat bauHUMTO, OTMeYanich
cJlydan CUHApOMa Bbibpoca UnToknHOB (CBLI), KOTOpbIe yrpoXanu Xn3H1 Uiu NPUBENK K fieTanbHoMy ncxoay. C uenbio CHkeHns pucka CBL| BaxHO HauuHaTh Tepanuio npenapatom banHumTo (B 17 AHW 1 uMKna Tepanui) B peKOMeHAYemOoil HauanbHoi Jo3e.
CviHapom nu3ica onyxonu (CJ10). Y naumeHToB, nonyyasiunx npenapat banHuMTo, oTMeyance ciyyain CJ10, B TOM Uncne XIU3Heyrpoxatowme unm netabHbie. MauneHTbl A0MXHbI TWaTenbHO HabloAaTbCA Ha NpeAMeT NPU3HaKoB v cumntomos CJ10, B TOM Yncne
C KOHTpO/IEM GYHKLIM MOYEK 1 BOAHOTO banaHca B TeYeHe NepBbix 48 4acos nocsne nepsoil Hdy3un npenapara. HeitponeHia n GebpunbHas HeTponeHus. Y NaLveHToB, MoslyyaBLVX Npenapar baMHYUTo, OTMeYanuch cilyyan HenTponeHnn n GedpunbHON
HeVITpOﬂeHIAI/I, B TOM YnCne XusHeyrpoxatoujme. HeOﬁXOﬂMM MOHUTOPUHI ﬂaGODBTOprIX nokasareneit (E TOM 4nUCNe, HO He TOJIbKO: KonnyecTea ﬂeﬁKOuMTOB 1 abCOMIOTHOTO KOJIMYECTBA HENTPOd B Te4yeHne o) npenapara b. L ), 0CO6eHHO B
TeyeHune nepsbix 9 ‘1He|7| NepBOro unkna repannu, a Takxke ajeKkBaTHaa KoOppekuma AaHHbIX pEaKLlI/IVI. [NoBbileHNe aKTUBHOCTW MeYEHOUHbIX ¢€pMeHTOE.T€_paﬂVIﬂ npenaparom EHVIHL[MTO accc b CT]| AKTMBHOCTU NeYEeHOYHbIX
¢EPM€HTOB. BonbwuHcTBO A@HHbIX CnyYaes Ha6ﬂ|0ﬂaﬂl’l(b B TeyeHue ﬂepEOVI Hejenu tepanun 1 He P 0 HUA WX NONHOW OTMEHbI Npenapara EHI/IHLlVITO. I'IaHera‘rm. Cnyqavl NaHKpeaTuTa, B TOM YMCNe XU3Heyrpoxatouwue nnu
neTanbHble, OTMeYanuch y nawy bl npenapar banHuuto B KX MCCNEI0BaHNAX 11 B NPOLIECCe €70 NPUMEHEHA B Nepuoz Nocie perncTpaiyi npenapara. [ayneHTb! A0KHbI TIaTeNbHO HabIoAaTbCA Ha NPeAMET CYMMTOMOB 1 MPU3HAKOB
naHKpeaTiTa nyTem 06beKTUBHOro 06C nabopatop CbIBOPOTKN KPOBW (amunasbl 1 MMasbl) M y4eBbiX MCCeA0BaHMIA BPIOWHON MoNoCTK (HanpuMep, yNbTPa3BYKOBOrO NCCEA0BaHUA) U APYrvX afeKBaTHbIX AMAarHOCTUYECKX
MCCNefoBaHIA. nemkosméetbanonama, B TOM YC/IE MPOrpeccl ) o . Cnyyan NeitkosHLedanonaTii no JaHHbIM MarHUTHO-pe30HaHCHOI Tomorpadim (MPT) rofloBHOro MO3ra OTMEYanCh y NaLNEHTOB, NOMyYaBLIMX
npenapar BAMHLITO, 0COOEHHO NOJyYaBLUMX PaHee Ny4eByIo TEpanuio Ha 0611aCTb Yepena 1 aHTel KyIo p B TOM YMC/IE CUCTEMHYIO TEPANMIO BbICOKMM J03aMi1 METOTPEKCaTa Ui MHTPaTeKalbHYI0 Tepanuio uutapabuHom). KnuHudeckoe
3TUX 1 NyYeBbiX NCCNIEA0BAHNAX, HEM3BECTHO. IMMYHI3aLMA. Be30MacHOCTb MMMYHM3aLMI XMBbIMIA BUPYCHBIMM BaKLHaMM B NpoLiecce nan nocne HIA Tepanim BAMHUMTO He 1ccienoBanach.

, PerncTpup:
[Mo3TOMY He peKOMeH/YeTCA BaKUMHALWA XINBbIMY BIPYCHBIMM BaKLMHaMV B TeYEHNe MUHUMYM 2 HefleNb A0 Haua/ia Tepaniiv NpenapaTom bAnHLUMTO, B TeUeHMe Kypca Tepanmii M 1 0 BOCCTaH: KOMMyecTsa B NMMGOLMTOB 0 HOPMAIbHOTO YPOBHA Mocre
nocsieaHero uMkna tepanuu. KoHTpauenuna. KeHunHbl C AeTOPOAHBIM NOTEHLMANOM AOMKHbI MCMONb30BaTb SGHEKTUBHbIE METOAbI KOHTPALIENLMM B TeYeHIe Kypca Tepanui NpenapaTom bAnHUMTO, a Takxe B TeyeHne MuHNMYM 48 Y4acoB nocsie 3Toro. OwmbKm
[l pe b b Clyyan ownGoK npl npenapara bANHUUTO. VICKNIoumnTeNbHYIo BaXHOCTb MMeeT COBMIoAeHNe UHCTPYKLMM MO MPUTOTOBEHNIO (B TOM YMCie BOCC v ) 1 npenapara C uenbto
MUHMMI3aLMM laHHbIX OWNGOK. BcromoraTenbHbie BelecTsa C M3BECTHBIM AeilcTBIeM. penapaT BAMHUMTO CopepXIT MeHee 1 MMonb (23 Mr) HaTpVA B 06beme, BBOAMMOM B TEUEHMe 24 YacoB, T.e. MOXeT PaccMaTpuBaTbCA Kak NPaKTUYeCKin He CoflepXalnii
HaTpus. 3a n nHd n no 'y BAMHUMTO MOXHO bCA N0 appecy: com

MP (MonHas pemnccua) oueHnBanach Kak KONMYeCcTBo 61acTo B KOCTHOM MO3re < 5%, OTCYTCTBIE LMPKY/INPYIOWMX 611aCTHbIX KNETOK U BHEKOCTHOMO3IOBbIX O4aroB, a Tak Xe NoHoe BOCCTaHOB/EHe Nepidepnyeckoil Kposi (TpomboumTbl > 100000/MK,
abConTHOE YMCI0 HerTPOdKIOB > 1,000/MKN) OTCYTCTBME PeLMavBa B TeUeHue 28 AHeit. TP (MofHaA PeMMCCUA C YaCTYHBIM BOCCTaHOB/IEHEM) OLI@HMBANIACh KaK KOIMYECTBO 611aCTOB B KOCTHOM MO3re < 5%, OTCYTCTBIE LMPKYMPYIOLNX BNacTHbIX KNeToK
VNN BHEKOCTHOMO3TOBbIX O4aroB, 11 YacTUHOE BOCCTAaHOB/EHNE Nepudepnyeckoil Kposu (TpombouuTsl > 50,000/MKN 1 a6CONIOTHOE YMCIO HEnTPOGUNOB > 500/MK1) OTCYTCTBUE PeLnAnBa B TeueHe 28 AHel

** [ocnuTan1saums pekoMeHAoBaHa B Hauase Tepanuu, no KpaiiHein Mepe B TeyeHye NepBbiX 9 AHel NepBoro LKna 1 Nepsbix 2 AHel BToporo yukna. TICK - TpaHcnnaHTalnA reMono3Tiyeckmx CTBONOBbIX KneTok, MOB - MUHMManbHas octaTouHas 6onesHb,

P - nonHaa pemuccus, ulP - NoHaA PeMUCCUA C YaCTUYHBIM BocCTaHoBNeHNeM. OJ1JT - ocTpbIn IMGOONACTHDIN NEIKO3.

1. Stackelberg A, et al., Phase I/Phase Il Study of Blinatumomab in Pediatric Patients With Relapsed/Refractory Acute Lymphoblastic Leukemia, J Clin Oncol 34:4381-4389 2. https://grls.rosminzdrav.ru/ RU-BLIN-1021-00001
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15 peBpans — [leHb aertei, 60NbHbIX PaKOM
(International Childhood Cancer Day)

MexayHapogHbIN AeHb JeTel, OOMBbHBIX PaKOM, OTMEYaIoT exeromnHo 15 ¢despans. B 3ToT neHb Bo
MHOTHUX ropoaax Poccuu cuinamMu Kak BpayeOHOTO, TaK U POAUTEIHCKOTO COOOIIECTB, 0JIArOTBOPUTEIbHBIX
(boHIOB ¥ BOJIOHTEPOB IMPOBOAATCS pa3IUnYHbIC aKIIUK U Mpa3nHUuKU. VX 11e/1b — He TOIBKO MPUBIICYb BHU-
MaHUe O0IlIeCcTBa K JaHHOU mpobjeMe, HO U HAITOMHUTh, YTO CETOIHSIIHSIS AaTa — 3TO He JeHb OoTdasi-
HUSI, a MPa3IHUK 00eIbl MAJIBIIIC Y B3POC/IbIX, Bpadeil, MeAULIMHCKUX CECTEP, POACTBEHHUKOB OOJIbHBIX
U BCeX, KTO HeOe3pasanyeH K 4y>KOMY Ioplo, Hall CTPAIHBIM HETyTOM — PAaKOM.

JleBu3 gHs B 3TOM roay — «MuI ennHbl!». UMeHHO moaToMy B MexXXIyHapOOHBIN AeHb JeTeit, 00Ib-
HBIX pakoM, 15 ¢espansg 2022 1., Obla ycrenrHo npoeaeHa | [lIkona mo fuarHocTuke M JeUYeHUIO PeIKuxX
OIyxoJieil y neteit B ruopuaHom popmare. PamocTHO BCTOMHUTD, UTO POBHO rof Ha3an, 15 despans 2021 1.,
OTKPBUIMCH HOBBIE KOopItyca HayuHo-KccIe0BaTeIbcKOro MHCTUTYTA ACTCKOM OHKOJIOTMY U TeMAaTOJIOTMHT
®OI'bY «<HMMUILI onkonornu um. H.H. Bioxmuna», Ha 6a3e KOTOPBIX ¥ COCTOsIIIaCh OYHast yacThb LLIKObI.

[Mo3npaBisgeM U xeaaeM BaM He OCTaHABIMBATBLCS HA JTOCTUTHYTOM, YCIIEXOB B pab0OTe U MOKOPEHMS
HOBBIX BEPIINH!

C ysaxcenuem,
pedaxuus P>K)[Tu0O
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Mertoabl Bu3yanusauuu B gudrepeHuanbHoil ANArHoCTUKeE
petuHo6nactombl, 6one3nn Koatca n nepBMYHOro NepcuUCTUpPYHOLLEro
runepnnacTU4ecKoro CTeKNoBMAHOMO Tena
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Konrakrhable nannbie: FOaus Bradumuposna Apmemenko jul.artko @gmail.com

Bviseaenue eHympuenaznoi amOpuoHanvroil onyxoau — pemunoodnacmomsl (Pb) — y demeil u ee dugpgpepenyuarvhas duaeHocmuka
¢ umumupyrouwumu P 3a60ne6anusmu sensgemces 6axcroil 3adayeil Ayue6oii OuaeHOCMuKU. Yaumvleas mo, 4mo KAUHUKO-Paouosocueckue
nammepHol Pb u umumupyrouux ee 3a601e8aHuil Mo2ym 0blmb CX0JCU, A 8bI00P cMpame2uu Ae4eHus nPoeooumcs 0e3 npedeapumenbHo20
2UCMON0UMECKO020 UCCAe008AHUS, NePEUHHAS OUACHOCMUKA UMeem peulaioujee 3HayeHue. KomnaekcHuli ouaenocmuueckuil nooxoo npu
nodospenuu na Ph obecneuusaem ceoespemenHbiil 6bi00p ONMUMAABHOU MAKMUKU AeHeHUs U CHOCOOCMEYem YAYHUIEHUI) NPOCHO3A.
B cmamove npedcmasaenvr Haubosee demoncmpamusHvie coocmeenHvie Habarodenus. O030p aumepamypvl 6KAOYAEM COBPEMEHHble
603MOMNCHOCIU HeUOHU3Upytoujeli Ayueeoli ouacnocmuxu Ph u 3a6oneeanuil, mackupyrouuxcs noo Hee.

KinrouyeBble ciaoBa: odTaabMosorusi, AeTCKash OHKOJOTHS, peTHMHOOIacToMa, 6oie3Hb KoaTca, MepBUYHOE TEPCUCTUPYIOIIEe
TUMEPIJIaCTUYECKOE CTEKJIOBUAHOE TENO, ICEBIOPETMHOOIACTOMA, YIBTPAa3BYKOBasl IUArHOCTMKA, MarHUTHO-PE30HAHCHAsI
ToMorpadus

Jna murupoBanus: Apremenko HO.B., TTandeposa T.P., MuxaiiioBa E.B., Kion 0., Yimakosa T.JI., ITonsakos B.I. Metombl
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Imaging methods in the differential diagnosis of retinoblastoma, Coats’ disease and primary persistent hyperplastic
vitreous

Yu.V. Artemenko’, T.R. Panferova’, E.V. Mikhailova', Yu. Kyun', T.L. Ushakova®?, V.G. Polyakov'—3

IN.N. Blokhin National Medical Research Centre of Oncology, Ministry of Health of Russia; 23 Kashirskoe Shosse, Moscow, 115478,
Russia; ?Russian Medical Academy of Continuous Professional Education, Ministry of Health of Russia; Bld. 1, 2/1 Barrikadnaya St.,
Moscow, 125993, Russia; °N.I. Pirogov Russian National Research Medical University, Ministry of Health of Russia; 1 Ostrovityanova
St., Moscow, 117997, Russia

The detection of an intraocular embryonic tumor — retinoblastoma (RB) — in children and its differential diagnosis with diseases mimicking
RB is an important task of imaging. Considering that the clinical and radiological patterns of RB and the diseases mimicking it may be
similar, and the choice of a treatment strategy is carried out without preliminary histological examination, the primary diagnosis is of decisive
importance. A comprehensive diagnostic approach for suspected RB provides a timely choice of optimal treatment tactics and improves
prognosis. The article presents the most demonstrative own observations. The literature review includes the modern possibilities of non-
ionizing radiation diagnostics of RB and diseases mimicking as it.

Key words: opthalmology, pediatric oncology, retinoblastoma, Coats’ disease, persistent hyperplastic vitreous, pseudoretinoblastoma,
ultrasound diagnostics, magnetic resonance imaging

For citation: Artemenko Yu.V., Panferova T.R., Mikhailova E.V., Kyun Yu., Ushakova T.L., Polyakov V.G. Imaging methods in the
differential diagnosis of retinoblastoma, Coats’ disease and primary persistent hyperplastic vitreous. Russian Journal of Pediatric
Hematology and Oncology. 2022;9(1):11-20.
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Beenenne

JHuarnoctuka peruHo6aactomsl (PB) y nereit — onna
U3 CaMbIX CJIOXKHBIX ITPOOJIEM B IETCKOI O TaTbMOJIOTUH,
YTO OOYCJIOBJIEHO pa3HOOOpa3nMeM TUIIOB POCTa OMYXOJU
U CXOXECThIO KIMHUYECKO-IMArHOCTUYECKON KapTUHBI
¢ 3aboneBaHusIMM, umutupyoimMu PB. OcHOBHBIM
MMATHOCTUYECKUM METOIOM SIBJISIETCS O(TaIbMOCKOITMS
U CKaHMPOBAaHME IIA3HOTO [JHA IEAUATPUYECKON pPEeTH-
HaJbHOI KaMmepoil. BTopbIM MeTOIOM OLIEHKM OITyXOJIH,
ee pa3MepoB, CTPYKTYPhI, JOKaJIM3allMUd, WHTPAOKY-
JIIPHOTO PACIPOCTPAHEHUST CIYXHUT YJIbTPa3ByKOBOE
uccnenoBanue (Y3UM) rnaza u opouTsl. 11s1 UCKITIOUECHUS
pacnpoctpaHeHuss PB 3a mpepennl r1a3a, BBISIBIEHUS
oIyxoJieBoil MHuAbTpauy 3pureabHoro Hepsa (3H)
M 0YaroBOM MATOJOTMU LIEHTPAJIbHOU HEPBHOM CUCTE-
Mbl (HHC) He3aMeHMMBIM ITMArHOCTUYECKUM METOIOM
SIBJIIETCSI MarHUTHO-pe3oHaHcHas Tomorpadus (MPT)
¢ koHTpacTHBIM ycuseHueMm (KY) opouT m rojsoBHOro
mo3ra. Beibop Mmetonma neuenust neteit ¢ Pb 3aBucur ot
CBOEBPEMEHHOM M TOYHOM BU3YAJIM3UPYIOLIECH TUArHOC-
TUKH, TaK KaK TUCTOJIOTMYECKOE MCCIEIOBAHNE HE SIBISI-
eTcsl 00s13aTe/IbHBIM B Cllydyae MHULIMAJIbLHONW OpPraHOCO-
XpaHsoIIel Tepanuu. BpIOOp oNTMMAaIbHON TaKTHKU
JIeUeHUST OTIpeiesisieT MporHo3 [1—4].

MatepuaJjsl 1 METOIbI

3a nepuon ¢ ¢pespans 2018 r. mo asryct 2021 . B HUN
nerckoi oHkosormn u rematosoruu ®I'bBY «HMMUILL
onkonorun um. H.H. bnoxuna» MunsapaBa Poccun
(HWW 10url’) 6puin obcienoBadbl 226 aeTeil B Bo3pacTte
ot 1 mecsua no 12 et ¢ nono3peHuem Ha Pb. B pe3ynbra-
Te IMarHo3 ObLI noaTBepkaeH y 215 (95,1 %) naiumeHTOB,
yocTaibHbIX 11 (4,9 %) nuarHocTUPOBaHbI IOPOKU pa3BU-
tus rasa — 4 (1,8 %), menymioanutenuoma — 2 (0,9 %),
6ose3nb Koarca (bK) — 2 (0,9 %), sHmodTaabMuT Hey-
TouHeHHOU 3tnojoruu — 2 (0,9 %), XOpUOPETUHUT —
1 (0,4 %). Ilopoku pa3BUTHS IIa3a ObLIN MPEACTABICHbI
TEPBAYHBIM  MEPCUCTUPYIOLIMM  TUIEPIUIACTUYECKUM
crexsioBuaHbIM TesioM (ITIITCT) — 2 (0,9 %), ko1060Moit
3H —1 (0,4 %), cunmpomom «BbioHKa» — 1 (0,4 %).

Bcem nmetsam mpoBoamioch 0OGTaTbMOCKOIIMYECKOE
o0cieoBaHMe, BKIIIOYAIOIee OCMOTP € IIPMMEHEHUEM
MneauaTpuueckKoil peTMHAJbHON Kamephl. [ImarHoctu-
yecKMil psii BKIouan B ce0s1 Y3U a3, MaIrkux TKaHei
OpOUT M PeTMOHAPHBIX TUM(PATUIECKUX Y3JIOB (MIpemyI-
HbIX, meitHbix), MPT ¢ KY op6ut 1 rofoBHOro Moasra.

V3UM rna3 npoBoAMIOCH Ha armaparax 3KCIepTHO-
ro ¥ MPEeMUyM KJIaccoB OOIlEro HazHaueHusi — Acuson
S3000 HELX Evolution (Siemens), Acuson S2000 Antares
(Siemens), Epic 5 (Philips). MccienoBanue BBIIOJHSIIN
JIMHEMHBIMU BBICOKOYACTOTHBIMM AaTynKamu 9—18 MIix
co cHmkeHueM temmepaTtypHoro (TI) m mexaHmyeckoro
(MI) nHIEKCOB B MOJOXEHUM MAlIMEHTA JieXXKa Ha CITMHE
TpaHCKYTaHHBIM TPaHCHAJIbIIEOPaIbHBIM TOCTYIIOM.

MPT ¢ KYVY BbimojHsiach Ha BBICOKOMIOJbHOM
MP-tomorpade Skyra (3T) Siemens ¢ UCITOIb30BaHUEM
16-KaHaabHOM rojoBHOM Katyimku. O0ciegoBaHue MPo-
BOJIMJIOCH B YCIIOBUSIX MeAMKaMeHTO3HOoM cegauuu. MPT
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BKJTIOYaJa B ce0s momyyeHue T2-B3BelIeHHBIX N300pake-
Huii (T2-BU) ¢ nomaBneHuem MP-curHana ot XXupoBoit
tkanu (FS), 6e3 nmogaBnenuss MP-curnana ot XXupoBoii
TkaHu, TI1-B3BemeHHble wusoopaxenus (T1-BU) mo
BBEICHUSI KOHTPACTHOIO IMperapaTa U IIOCje BBEICHUS
KOHTPACTHOTO MpemnapaTa (postcontrast) B TpeX B3aUMHO
MEePHEHANKYISIPHBIX TUIOCKOCTSIX.

O030p HTEPATYPDHI

Pb — sm0puroHanibHas 3710KaYeCTBEHHAs] BHYTPUTJIa3-
Hasl OIyXoJib y JeTeil. OHa BO3HUKAET U3 MPUMUTUBHBIX
KJIETOK CETYATKM U U3 KJIETOK-IIPEAIIeCTBEHHUI] KOI00-
yek. CpeaHMil BO3pacT MallMeHTOB HA MOMEHT YCTaHOB-
JIeHUs AyuarHo3sa cocrasiseT 1,5 roaa [3, 6].

ITo maHHBIM psifa SMUAEMUOIOTUYECKUX MCCIeIOBA-
Huii 3a mocaenHue 5 get, Pb obHapyxuBaercs B 1 ciayyae
Ha 16 000—18 000 HOBOpOXIEHHBIX. B Mupe exeromHo
BoIsiBIsTIOTCS OT 5000 mo 8000 meteii ¢ PB [7].

B crpykrype 3abosieBaeMOCTU 3JI0KaueCTBEHHBIMU
HOBOOOpPAa30BaHMUSIMU B AeTCKOM Bo3pacTe Pb cocTaBiser
2,3 % |8].

Pb npencrasnena nBymst oopMamu: 1) HacieaCTBEH-
Hoii (40 %), npyu KOTOpPOI OIMyXOJIM Yallle ObIBAlOT ABY-
CTOPOHHUMU, U 2) criopaardeckoii (60 %), mia KoTopoit
Oosiee XapaKTepHbI OJHOCTOPOHHME M MOHO(OKAIbHbIC
oryxonu. Paznmuualor cienyroiiye TUITbI pocTa: SHI0(pUT-
HbII, TIPM KOTOPOM OIIyXOJIb PAaCIpPOCTPAHSIETCSI B CTe-
knoBuaHoe Tesio (CT); a3Kk30(UTHBI, TTPU KOTOPOM OITy-
XOJIb PACTET 10 HAIPaBJICHUIO K COCYIMCTOI 000JI0YKE;
CMeLIAaHHBIM U AUdGY3HBIA, IPU KOTOPHIX IIPOUCXOIUT
VH(UIBTPALNS BCell TOMIIM ceTyaTKu [1].

Huarno3 Pb craBuTCs o pe3yiabrataM KOMITJIEKCHOTO
00ceq0BaHus U TIPU UHTPAOKYIISIPHOM (hopMe He TpedyeT
TUCTOJIOTMYECKOTO MccienoBaHust. JluarnocTudeckast TOH-
KOUTOJIbHAs aCTIMpallMOHHAsI OMOTICUS He IPOBOAUTCS [2].

B peakux ciydasx BSKCTPAOKY/ISIPHOTO pacipo-
CTPAaHEHMSI OIYXOJIM IPOM3BOAUTCS DHYKJIealus WIU
paciIMpeHHOE XUPYPruyeckoe BMEIIATebCTBO, YTO
MO3BOJISIET IPOBECTU TMCTOJIOTUYECKOE UCCIIeIOBaHUE,
Ha OCHOBaHMM KOTOPOIO YCTaHABIMBAIOT (DaKTOPbI
pHUCKa U BBIOMPAIOT MaJbHEHIINYIO CTPATETUIO JICUCHUS
namueHTa [9, 10].

ITo pesyabrataM MexXIyHapOIHOIO MHOTOLIEHTPOBOIO
aHanM3a 3a nepuon ¢ uioHsa 2017 . mo nexadps 2018 1,
BKJItouapotiero 4351 ciydait Pb, 6buto oTmMedeHO, 4TO
HauboJjee 4YacTbiM KJIMHMYECKUM IIPOSIBJICHUEM ObLIa
nerikokopus (62,8 %). Kocornasue Bctpevanocs B 10,2 %
ciayyaeB. Haubosee yacToil cragueit omyxoJiM 1Mo KJiac-
cudukauuu cTNM 6bu1a cragus ¢T3 (47 %), Metactasbl
B InMdarndeckux y3nax (N1) Oblau BeissBiaeHbI B 22,8 %,
ormaneHHbie MertacTtasel (M1) —B 7,3 % [11].

ITepBuiM aTaniom B nuarHoctuke Pb sBisieTcs odprans-
MOCKOIIMYECKOE MCCACIOBAHME C PaCIIMPEHHBIM 3pad-
KOM, BTOPbIM — OCMOTP C IIPUMEHEHUEM pPETUHAIbHOM
KaMepbl, KOTOPbIiA MO3BOJISICT BU3YaIM3UPOBATh OIYXOJIb,
OIIPEICINTh MOHO- 1 MYJIbTU(OKAIbHBII XapaKTep pocTa,
OLICHUTD JIOKAJIM3ALIMIO OITyXOJIH, €€ pa3Mephbl, IIOJIYy4UTh
LIBeTHYIO (poTorpaduio riaa3Horo aHa [12].

OpuruHanbHble uccneposanus // Original studies
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B HacTos111ee BpeMsi OCHOBHBIMU METOIaMU BU3Yali-
supyitoieit nuarHoctuku Pb asasiores Y3U u MPT ¢ KY
[3]. [IpumeHeHMEe KOMITbIOTEpHOIi TOMOrpaduu B UCCIe-
JIOBAaHUU OPOUT Yy IETE OTpaHUYEHO B CBSI3U C €€ HU3KOM
YYBCTBUTEIBHOCTBIO B OLIGHKE pacIpOCTPaHEHHOCTU
OITYXOJIY U JTy4eBOi1 Harpy3Kkoii [13].

V3U sBasgercs OnHUM U3 BeIyIIMX METOIOB BU3YaJIH-
3alIMU Y TTAIIMEHTOB C O(PTAIBMOJIOTMYECKOI IMaTOIOTHUEIA.
DTO CBA3aHO C JOCTYITHOCTBIO, 0€3BPEIHOCTHIO, HE3aBU-
CUMOCTBIO PE3YJIBTaTOB OT CBETOIPO3PAYHOCTU TJIa3HBIX
MPEJOMIISIIOIIMX Cpeld M, COOTBETCTBEHHO, BBICOKOIM
MHGOPMaATUBHOCTLIO [ 14].

Pb npu Y3U Busyanusupyercsl Kak BHYTPUIJTIA3HOE
HOBOOOpa3oBaHMWE CETYATKU, HEMNpaBWILHON (DOPMEI,
COJIUIHOM CTPYKTYPbI, 00JIee BEICOKOM 9XOT€HHOCTH, YeM
CT, ¢ MeIKMMHM KaJibIIMHATAMU, YTO SIBJISIETCS XapaKTep-
HOI 0co0eHHOCThIO 3TOoi omyxonu [3]. Ha Y3U kanbum-
Hatbl B ortyxonu nipu PB onpenesstiorcs B 67 % [14]. Io
naHHbIM EBporeiickoii paGodeii rpyImnbl BU3yalu3alun
Pb (European Retinoblastoma Imaging Collaboration
(ERIC)), mpu TMCTOIOTUYECKUX UCCIICIOBAHUSIX KaIbIIN-
HaThl B OITYXOJIY BBISIBIAIOT B 95 % ciy4aes [3].

Baxnyio pons Y3U B perckoii odTanbMojioruu
JMIEMOHCTPUPYIOT U NaHHbIE MHIWMCKUX YUYEHBIX, KOTO-
pbie mpoBeu obcnenoBanue 1091 pedenka. B pesynsraTe
HaIpaBJISIONINI IUarHo3 ObLT M3MeHeH B 198 ciryyasx.
Hawnb6onee yacTeiMu mokazaHussMu K Y3 U ObLIU: KaTapak-
ta — 23,7 %, paznu4uHas rnaroysorus poropuubl — 20,4 %,
TpaBMa 1a3a — 16,7 % cinyuyaeB. Ha Y3 Gbu1O BBISIBICHO
6 ciiyyaeB IIIII'CT u 4 PB [15].

MuHMMaTbHBIMU TPEOOBAaHUSIMU, TPEIBSIBISICMbIMU
ERIC x MPT-nmuarHoctuke 3aboieBaHUI I1asa, sIBJIsI-
I0TCS: TIOJIydeHUe M300paxkKeHMit Ia3a ¢ BHICOKMM pa3-
peleHrueM U 0030pHOEe MCCIeIOBaHNE TOJIOBHOIO MO3Ta.
MPT ¢ KY opbut, KoTopoe BBINOIHSIETCS Ha TOMOTpa-
¢dax ¢ HampsSLKeHHOCThIO MarHuTHoro nojs 1,5T wunm
3T ¢ ucnoab30BaHWEM TOJIOBHOM KATYIIKW B YCIOBHUSIX
MeIUKaMeHTO3HOi cemaniui. OCHOBHBIE TIOC/IE€I0OBA-
tenbHOCTH BKmovailoT T2-BU, T2-BU FS B akcunanbHOi
U/WIK caruTTajdbHoOi ItockocTsix, T1-BU u T1-BU
postcontrast B akKCHaJIbHOI 1/WIU CarUTTaIbHOM IUIO-
ckoctsax. B T2-BM PBb umeeT curHanm mNOHMXKEHHOM
nHTeHcuBHOCTU oTHOcUTeNbHO CT. KanbiuHaTel MOryT
BBIIVISIACTh KaK yYacTKU ¢ BblmaneHueM MP-curnama Bo
Bcex nociaenoBaTeabHocTaXx. B T1-BU onyxonb ummeer
nosbiieHHbIE C otHOocuTenbHo CT, mocie BBeaeHUS
KOHTPACTHOTO IIpelapara OTMeuaeTcsl HepaBHOMEpPHOE
ycuiieHrne nHTeHcuBHOCTH curHajna (MC) ot omyxoneBoit
TKaHu [3, 16].

MPT oxa3zanack Hanboiee UyBCTBUTEIbHBIM METOIOM
IIJIST BBISIBIIGHUsSI pacnipocTpaHeHHOCTH PbB u BeimeaeHus
¢akTOpOB prCcKa METacTa3UPOBaHUS, TAKMX KaK MHBA3Us
3H, mMaccuBHasi MHBa3Msl XOPUOUAEU, MHBA3USI CKIIEPbI
U UHTpaKpaHUajJbHOE pacrpocTpaHeHue. [lo maHHBIM
o63o0pa ¢ metaaHanu3oM M.C. de Jong et al., yyBCTBU-
TenbHOCTH MPT B olieHKe IMOCTIaMUHAPHOM OITyXOJIEBOit
unBazuu 3H cocraBuia 59 %, creuurdpuuHocts — 94 %;
st mHBa3uu xopuouaen MPT mokasana 4yBCTBUTEIb-
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HocTh 74 %, cneuuduyHocTh — 72 %, a [ OLCHKU
WHBa3WM CKJIEPbl YyBCTBUTEJIBHOCTh cocTaBuia 88 %,
crrenruyHoCcTb — 99 % [13].

Jlo HacTosIlero BpeMeHM Hauboyiee 3HAYUTEIbHBIM
HUCCIeOBAaHUEM, TIOCBSIIEHHBIM JauddepeHInalIbHOI
nuarHoctuke PbB, sBnserca padora C.L. Shields et al.
B Heit B 0OJBLIOM KIMHUYECKOM PETPOCIEKTUBHOM
ucciaeqoBaHum u3 2775 maluyeHToB, HampaBJIeHHBIX
¢ nomo3peHueM Ha PB, BoiaBuim 604 (22 %) nceBmope-
TUHOOJacTOMBI. M3 27 3a0oneBanuii, umutupytomux Pb,
Haub6osee yacTo Berpevannch: BK—40 %, TITITCT — 28 %,
remodranbM — 5 %, Tokcokapo3 — 4 %, ceMeiiHasl 9KC-
CylaTUBHAas BUTpeopeTuHomnatus — 3 %, perMaroreHHast
oTcioiika cerTyaTku — 3 %, Kojioboma — 3 %, 9HIOreHHBII
sHpodTaabMuT — 2 %. B 3aBUCMMOCTH OT Bo3pacTta ObLIO
YCTAHOBJIEHO, 4TO AETSM 10 1 roma Gosee CBOWCTBEH-
ol IIIIICT (49 %), BK (20 %) u remodransm (7 %);
B Bo3pacte oT 1 mo 2 ser vaiie Bcrpevaiuch BK (58 %),
IIII'CT (11 %) unu xpoBouznusinue B CT (5 %); B Bo3-
pacte ot 2 10 5 siet npeoduanaau BK (61 %), Tokcokapo3
(8 %) nnu IIIICT (7 %); y neteii crapiie 5 JeT yalie
Berpeyvaiuch BK (57 %) u tokcokapo3s (8 %) [4].

B pabote A.A. SIpoBoro u coaBT. Ha OCHOBE OOJIBILIOTO
KOJIMYECTBA HAOJIIOACHWI ObLIM BHIPAOOTaHbI IIPUHIIMAIIBI
nuddepeHIManbHoil nuarHocTuku Pb u cumymnupyro-
LIMX €€ COCTOsIHMiA. B cTatbe OOCYXIEHBI ClIeayIOLIre
3a00/1eBaHUsI, KOTOpble MOTYT mmutuponath Pb: BK,
nomytHeHue CT BcnencTBue BHYTPUYTPOOHOTO YBEUTa,
BasonpoJudepaTBHas OIyX0Jb, CHUHIPOM <«BBIOHKa»,
KOMOMHMPOBAaHHAsI raMapToMa CeTYaTKHU, MUCXOI XOPHO-
PETUHUTA, OTCJIOMKA CETYaTKU, TeMAaHTMOMa XOPUOUILH,
XxopuopetuHanbHasg atpodus, ¢uopos CT HesgcHoro
reHesa, PETUHOIIATUS HEIOHOIIEHHBIX, IEPCUCTUPYIO-
111as1 TUAJIONIHAS apTepusl, peTpoJieHTaibHast puoporIa-
3UsI, PETMHOLMTOMA, TYOEepO3HbIi CKJIepo3, OO0JIe3Hb
Tunmens—JIunnay, IITTCT, kono6oma nucka 3H (A3H),
KOJIoOOMa COCYyIMCTOM O00J0YKM, TreMaHTruoOJacToMa
3H, MuenMHOBBIE BOJIOKHA, aCTPOLIMTOMA, TUTIEPTPOQUS
IMMIMEHTHOTO SIUTE/IMS CETYATKH, BPOXKICHHAs KaTapakK-
ta [17].

BK (petunut Koarca) sBnseTcsa Haumbosiee 4YacTo
BCTpeyalolmMcs 3abojieBaHueM, TpeOyrommM audde-
peHumanbHoro auarHosa ¢ PB. A.A. fpoBoit 1 coaBT.
otMmetunu, 4to Tipu BK cocynbl ceTuatku HepaBHOMEP-
HO paclIMpeHbl C 00pa3oBaHUEM TeJeaHIMOIKTA3UI
¥ MUKpoaHeBpu3M, a ipu Pb cocynbl pacimpeHsl paBHO-
MEPHO Y BU3YaJIU3UPYIOTCS B TOJIIIE OIMyXoJiu. ToTanbHast
OTCJIOMKA CeTYaTKU MOXKET Habo1aThest Kak npu Pb, tak
u ipu BK. B 3aBucuMocT# oT BEIpakeHHOCTHY TTPU3HAKOB
M0 KJIMHUYECKOM KJacCU(UKALIMKU BBIICISIOT 5 cTaguii
3aboseBaHus [18, 19].

Ha MPT B 33 % ciy4aeB OblIM OIpPEIC/ICHbI CIICLIM-
(pnueckue npusHaku BK, KoTophle 3aK1104aroTCs B HAJTA -
yuu cyogoBeanbHBIX Y3eaKOB. CpemHsiss BbICOTa 3TUX
y3710B coctaBuia 0,7 £ 0,3 cM. B ogHOM 13 HaGMIOaEeHUIT
[0 pe3yjibraTaM THCTOJIOIMYECKOro MCCIeI0BaHUsI CyO-
(boBeasbHBIIA y3€] COCTOSUI U3 OEJKOBOrO KOMIIOHEHTA,
BepETEHOOOpAa3HBIX KJIETOK U Makpodaros [20].
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[III'CT saBnsercsa Haubosee yacToil matosorueit CT
y IeTeil. DTO BpOXKIeHHAs aTOJI0rus I1a3a, 00YCIOBICH-
Has HapylieHueM perpecca neppuuHoro CT ¢ nmpogomka-
fonei (pyHKIIMOHUPOBATh (DeTaTbHON MHTPAOKYISIPHOM
cocynuctoii cerbto. Cunmpom IIIII'CT B ocHOBHOM
OIHOCTOpOHHEee 3aboeBaHue [21].

TurmmyaeiMu - niposBieHusiMu  ITIIITI'CT  aBasiores
MUKpodTaabM, HEeryookass mepeaHsas kamepa, Guopo-
BackyJisipHasi Hoxka Mexnay J3H wu 3agHei kamcyioit
xpycTtanuka. O¢TaabMOCKOIUS 4YacTO ObIBA€T MaJIOUH-
(hopMaTHBHOI1 B pe3y/ibTaTe KaTapakThl U HAJTUYUSI PETPO-
JIEHTAJIbHOTO TsXKa, OrpaHUYMBAIOIIEeTro ocMoTp [22].

R.W. Jansen et al. B cBoeM HcCJIeIOBaHUM IMOKAa3aau
CTATUCTUYECKU 3HAYMMBbIE (CO crien(UIHOCTHIO 10 90 %)
aHOMaJIMU TJIa3HOIO s10JI0Ka, COYETaloIIMeCs C IUarHo-
3oM IIIITCT: atpodusa 3H, nenrpanbHbiii s ot A3H 1o
XpycTanuka u aedopmaiiys xpycraauka. JIpyrumu crernm-
¢nueckumu npusHakamu [TIITCT ObuIM 3HaUMTENBEHOE
YMEHBIIIEHUE pa3MepoB TJIa3HOTO 50JIoKa, Y-oOpasHas
OTCJIOMKA CeTYaTKM, OTCYTCTBUE KaJIbIIMHATOB, MHTpApe-
TUHAaJIbHbIE MAaKPOKUCTHI [23].

a

—
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Takoe xxu3Heyrpoxaroiee coctosiHue, kak Pb, Tpedyer
KOMILJIEKCHOTO JMarHOCTUYECKOrO roaxoaa. B naHHoi cTa-
The MbI MIPOAEMOHCTPUPYEM 2 KIMHMYecKuX npumepa Pb
u 2 HabOmoneHus niceBnopeTrHoOmacToMbl (BK u ITTIT'CT)
C pe3yJibTaTaMUi MHCTPYMEHTAIbHOM BU3yalnu3alliH.

Kmaugeckuii mpuvep Ne 1

Jesoura, 2 200a 5 mecaues. Pb neeoco enaza (0OS)
epynna E, cmadus T3INOMO. B eo3pacme 4 mecsyeé mama
3amemuna y douepu Kocoeaasue, OCMOMPEHA 8pa4om-og-
ManbmMon02om, peKomeH008ano duHamueckoe HabatooeHue.
B eospacme 2 1em mama 3amemuna «ceeuenue» 3pavKa 1ego-
20 2na3a, pebeHoK OCMOMpPer 0PMAaAIbMOA02OM, YCIMAHOBACH
duaenos: Koaoboma 3pauka. B eospacme 2 nem 4 mecsues
desouxa nosmopHo 00c1e008aHA OPMANbMON02OM, 3AN000-
spena Pb. Hanpaenena 6 HUHU JIOul. Ha momenm ocmompa
6 HUU JIOul npaswtii enaz (OD) — 6e3 namonoeuu; OS —
AEUKOKOpUsL, NpU O0CMOMpe 21a3H020 OHA Onpedensemcs
MACCUBHAs IHOOPUMHAS ONYXOAb CEEMAO-IICEAMO20 YGemda,
s3anumarowas 2/3 obsema enaza; makyisapuas zona u JA3H
He duggepenyupyromes (puc. 1). Ilpu Y3U euzyaruzupy-

0

—

Puc. 1. /lesouka, 2 c00a 5 mecayes. Pb OS: a — ghomoepaghus nepednezo ompeska enasa, neiikokopus,; 6 — opmanrbMoCKonus: Ha 2Aa3HOM OHe onpedensiemcs
MACCUBHASL ONYX0Nb CBeMA0-dcenmozo usema c npemymopansioimu omcesamu 6 CT. Makyaapras 3ona u JI3H He dughghepenyupyromes; 6 — HopmanbHas
ogpmansmockonuteckasn kapmuua enaznoeo ona OD; e — Y3HU OS 6 2 naockocmsx: 8 3a0HUX 0omoeaax 21a3a eu3yaiu3upyemcs Onyxons (KpacHvle cmpeaxki,)
noewvluteHHol 5x0eenHocmu ¢ karvyunamamu. Cemyamra omcnoena. B CT — onyxonesvie omcesnl (beaas cmpenka)

Fig. 1. Girl, 2 years 5 months. Rb OS: a — an image of the anterior segment of the eye, leucocoria; 6 — ophthalmoscopy: on the fundus, a massive, light-
yellow tumor with pretumoral dropouts in the vitreous body is determined. The macular zone and the optic nerve head are not differentiated; ¢ — normal
ophthalmoscopic picture of the fundus of the OD; e — ultrasound OS in two planes: in the posterior part of the eye, a tumor (red arrows) of increased echogenicity
with calcifications is visualized; retina is detached. In the vitreous body — tumor seedings (white arrow)
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emcesi OnyxXonb COAUOHOU CMPYKMYpPbl ¢ MHOJICECMEEHHbIMU
2UNEPIXOCCHHBIMU  BKAIOUEHUSMU (KAAbYUHAMDBL), 6bINOA-
narwasn 2/3 obsema CT. B CT onpedensromes moueyHoie
onyXxoesbvle 0mcesvl N0GblULeHHOU 3x0eeHHocmu. 1o pe3yab-
mamam MPT ¢ KY opoum 6 neeom enazy onpedensemcs
onyxons, npomunupyrowas e CT, He evixodsuas 3a npedensl
enasa. Bokpye onyxoau onpedensemces omcaoenuas cemuam-
Ka (puc. 2).

/
/

Puc. 2. MPT ¢ KY opbum ¢ axcuanvroii naockocmu: a — T2-BH: ¢ OS no
3adnemy noarocy nowusxcenroi MC euzyaausupyemesi Onyxonb HeRPaGUAbHOLL
hopmot, nepexpoiearoujas oonacme JI3H; 6 — T1-BHU FS: 6 OS ommeuaemcs
nosviuenrass UC om 3aoneeo ceemenma CT; ¢ — T1-BH FS postcontrast:
6 OS Haba00aromes 2unepuHmeHCUHble ONYX0e6ble MKAHU, HePAGHOMEPHO
Hakanaugarowue KOHMPACmMHbLil npenapam

Fig. 2. MRI in axial plaine: a — T2-WI: in the OS hypointense tumor in
the posterior segment of the eye of an irregular shape overlapping the optic
nerve head are; 6 — T1-WI FS: in the OS increased signal intensity from the
posterior segment of the vitreous body; ¢ — T1-WI FS postcontrast: in the OS
increased hyperintense tumor tissues unevenly accumulating contrast agent
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Kmmaugeckuii mpumep Ne 2

Maavuuk, 3 eo0a 4 mecaya. Pb OS, emopuunviii yeeum,
epynna E, cmaous T3—4NOMO.

Mama camocmosmenvho 3amemuna y pebeHKa usmeHe-
Hue yeema paoyicku U «CeeueHue» 3pauka 0eavimM Ueemom
6 ospacme 3 nem 1 mecaya. Pebenok ocmomper épauom-
0PManbMon020M, OblAa 3aN0003peHa GHYMPULAA3HAS ONY-
xoab u navuenm nanpaenren ¢ HUU JIOul. Ilpu ocmompe
oukoopmanvmonocom 6 HUH J]0Oul: OD — 6e3 namonoeuu,
OS — aeiikokopus, pybeo3 padyicku, HenocpeoCmeeHHo 3d
XPYCMaiuKkom onpeoesiomes: onyxonesvle Maccvl 0e1020
ygema, epaHuLbl ONYxXoau He npocmampusaromest (puc. 3a, 6).
Ilpu Y3HU neeoeo enaza evisienena onyxonv, 3aHUMAOUAS
6cto nosocms CT, cmpykmypa ee coruoHas ¢ MHOMCeCmEeH-
HOIMU OUD@Y3HbIMU MeAKUMU 2UNEPIXOLEHHBIMU BKAIOYe-
Husmu (KanrvyuHamol), nepeorue omoenvl enaza oegop-
mupogansl. IxoeenHocmo 3H 6 pempobyavbapHom omoene
nogoluleHa, duamemp e2o wupe, 4em ¢ KOHmpaiamepaibHoll
cmoponst (puc. 38). Ilpu MPT ¢ KY 6 OS donoanumensvHole
mxanu 3anumarom éecov 00sem CT, 6 pexcume T2-BH euno-
unmencugnvle no omuouwenuro k CT. MP-cuenan usmenen
om opbumanvuoil vacmu 3H na npomscenuu 0,4 cm om
peuwemuamoil naacmurku (puc. 4). boiia nposedena snykae-
ayus aeeoeo enasa. llpu eucmonocuveckom uccaedo8aHuu
noomeepxucoera Pb ¢ pemporamunapHoii uneasuei (puc. 5).

a 0 /

/

Puc. 3. Maavuuk, 3 cooa 4 mecaya. Pb OS: a — gpomoepaghus nepedneeo
ompesKa enasa, AeiKokopus; 6 — oQmanrbmMocKonus: onyxoneavle Maccol
3a npospauneim xpycmanukom, ¢ — Y3H opoum: OD ne uzmenen (dceamas
cmpenka). B neeom enaszy onpedensiromes onyxonegvie Maccyl NOBbIUEHHOU
HeoOHOPOOHOU 2x02eHHOCMU, @blnoaHAlowue eécto norocms CT (kpachas
cmpenka) u pacnpocmpansrowuecs 3a npedeavl enasa no xody 3H (3esenas
cmpenka)

Fig. 3. Boy, 3 years 4 months. Rb OS: a — an image of the anterior segment of
the eye, leucocoria; 6 — ophthalmoscopy: tumor masses behind a transparent
lens; 6 — ultrasound of the orbits: OD is not changed (yellow arrow). In the left
eye, tumor masses of increased heterogeneous echogenicity, filling the entire
vitreous cavity (red arrow) and extending beyond the eye along the optic nerve
(green arrow)



@ POCCUIACKNIA XKYPHAT
POAOr JETCKOW FEMATONOIAN u OHKONMOTWIA // Russian Journal of Pediatric Hematology and Oncology

\
0
\

Puc. 4. MPT ¢ KY op6um e akcuanvroii naockocmu: a — T2-BHU FS: 6 OS
He0OHOPOOHble 2UNOUHMEHCUBHbIE ONYX0Ae8ble MACChl (KPACHAS CMpPeNKa),
MP-cuenan om pempoaramunaprhozo omoeaa 3H usmenen (3enenas cmpen-
ka); 6 — T1-BU FS: MP-cuenan om eceeo CT OS HepasHoMepHO nogbiuieH-
Holi unmencuenocmu,; 6 — T1-BH FS postcontrast: ¢ OS u pemposamunapHo
no xody 3H (3enenas cmpeaka) ommeuaromcsi HepagHOMEPHO NOBbIUIEHHOI
UHMEHCUBHOCMU ONYX01e6ble MKAHU, HAKANAUBAKUUE KOHMPACMHbILL npe-
napam (kpachas cmpeaxka)

Fig. 4. MRI in axial plaine: a — T2-WI FS: in the OS there are hypointense
heterogeneous tumor masses (red arrow), the MR-signal from the optic nerve
is altered (green arrow); 6 — T1-WI FS: MR-signal from the vitreous body of
the OS is of unevenly increased intensity; ¢ — T1-WI FS postcontrast: in the
OS and retrolaminar along the optic nerve (green arrow), hyperintense tumor
tissues, unevenly accumulating contrast agent (red arrow)

Kmmaugeckuii mpuvep Ne 3

Maavuux, 4 200a 5 mecaues. uaenoz — bK. B demckom
cady nociae mpasmvl pebeHOK NoNCAL08AACA HA 001b 8 N1€6OM
21a3y, nNoSIGUALUCL NMO3 6eKA U NOKPACHEHUE KOHBIOHKMUBHL.
IIpu ocmompe épau-ogpmanvmonoe npednosoicus KOHMy3uio
unu onyxonv enasza. Pebenox nanpaesen na KOHCYyAbmayuio
6 HUU JI0ul.
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Puc. 5. Tucmonoeuueckoe uccaedosanue. Hedupgepenyuposannas Phb:
a — pempoaamuHapHas uHeasus onyxoneevimu kaemxamu 3H (3enenas
cmpenka); npeaamuHapHas uneasus (kpachas cmpeaka). Okpacka eema-
MoKcUuauHom u 303urom, X 100; 6 — kpaii pezexyuu 3H 6e3 onyxonesvix
KAemok (cmpenaka)

Fig. 5. Histological examination. Undifferentiated retinoblastoma:
a — retrolaminar invasion by tumor cells of optic nerve (green arrow);
prelaminar invasion (red arrow). Stained with hematoxylin and eosin, < 100;
0 — optic nerve resection margin without tumor cells (arrow)

Ilpu ocmompe oHKOO®MAAbMON0COM BbIAGACHDL Aell-
KOKOpUsi, Haauyue 6MOPUHHOU eunepmeH3uu, momanbHas
KCCYOamueHas OMCcAOUKa Cemuamrku ¢ Kpo8OUAUSHUAMU
(puc. 6a). Ha Y3H enaza susyasusupyemcs HepasHOMepHO
VMOAWEHHAs U MOMAAbHO OMCAOCHHAS Cem4amKa, noo cem-
YamKoll — JHCUOKOCHHOE CO0epUCUMOe C MeAKOOUCNEePCHOU
836€Cbl0, 8 004aCMU MAKYAbL — eOUHUYHOE BKAIOUEHUE NOBbl-
weHHo 3x0eeHHocmu (cyoghoseanvubiil y3zen) (puc. 66). Ha
MPT ¢ KY opoum ¢ T2-BHU FS 6 aeeom enazy onpedensemces
momanvro omcaoennas cemuamia. CT u nepednuii ceemernm
enaza He uszmenensvl. Ha TI1-BH precontrast ommeuaemcs
AHCUOKOCMHOE codepicumoe Nnod OMCAOEHHOU Cemuyamkoll
¢ ebicokobenkosvim komnonenmom. Ha T1-BH postcontrast
ommeuero nosviuieHue UC om cemuamru u eOUHUYHO20 Y314
6 oonacmu makynwl (cyogoseanvuoiil yzen) (puc. 7). Onyxo-
AN€6020 NOPANCEHUS He BbISI8AEHO.

a x 0
AN
A

Puc. 6. Manrvuuk, 4 cooa 5 mecayes. BK: a — opmanrsmockonus: sxccy-
OdamueHas omcAolKa cemuamku (204y0asi cmpenka), MUKPOKpOGOUAUHUS
cocydoe cemuamiu (3eaenas cmpeaka); 6 — Y3HU OS: momanvHo omcno-
eHHAs. U YMOAWEHHAs cemuamia (2onybas cmpenka), nood cemyamroi
onpedensiemcst HCUOKOCMb ¢ MeAKOOUCHEPCHOIL 836€Cbi0, 8 001aCMU MAKY b
eOUHUUHOE BKAIOUEHIUE NOBBIUECHHOI 9X02eHHOCMU — CYOposeanvHblil y3en
(opauicesas cmpenka)

Fig. 6. Boy, 4 years 5 months. Coats’ diseas: a — ophthalmoscopy: exudative
retinal detachment (blue arrow), microbleeds of retinal vessels (green arrow);
0 — ultrasound OS: totally detached and thickened retina (blue arrow), under
the retina, a liquid with a finely dispersed suspension is determined, in the
macula area a single inclusion of increased, in the macula area a single
inclusion of increased echogenicity is a subfoveal node (orange arrow)
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Puc. 7. MPT ¢ KY opbum e akcuanvroii naockocmu: a — T2-BH FS: ¢ OS
onpedensiemcst 6blCOKAs. OMCAOUKA CeMUamKu (CuHss cmpenka), nepeonHuil
ceemenm 2nasa He uzmener; 6 — T1-BHU FS: nod omcaoennoii cemuamioii
npucymemaeyem #cu0Kocmp ¢ 8blCOK00enKk08bim Komnonenmom, ¢ — T1-BU
FES postcontrast: OS — ommeuaemcs ycunrenue UC om camoii cemuamku
u cyoghoseanvroeo yzna (opandicesas cmpenka)

Fig. 7. MRI in axial plaine: a — T2-WI FS: in the OS a high retinal
detachment is determined (blue arrow), the anterior segment of the eye is not
changed; 6 — TI1-WI FS: under the detached retina there is a liquid with
a high-protein component; ¢ — TI1-WI FS postcontrast: OS — an increase
in the signal intensity from the detached retina and subfoveal node (orange
arrow)

Kimnnyecknii mpumep Ne 4

Meeouxa, 3 mecaya, IIIICT. Ilpu nianosom ocmompe
Yy eépaua-oghpmanvmonoea no Mecmy dCUmeabcmed Obiau
8bl56AEHbL UBMEHeHUs. Ha 21a3HOM OHe, 3anodospena PBb,
peberok Hanpasaen Ha Korncyabmayuio 6 HUH J[Oul’.

Ilpu ocmompe onkoopmansmonocom onpedensinace neii-
KOKOpusi cnpaea, @uls6aeHbl NPU3HAKU OmeKa 3HOOmenus
P0208ULbL, 3pAHK0BbLI KPall padydicKu (pecrmorHuamylii, Heno-
CpeoCmeeHHO 3a XpYyCmairukom — peghrexc HeoOHOPOOHO20
JHcenmoeo ygema u cyocmpama 8 eude memopamsl, 2nasHoe
0Ho He npocmampusaemcs (puc. 8a, 6). Ilpu Y3U ¢ CT eu3y-
anu3upyemcst JHCUOKOCMb ¢ MeAKOOUCNEPCHOILL 836eCbio, OM
JI3H 0o 3adHell Kancyavl Xpycmaiuka onpeoensiemcs msic
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¢ mpybuamotil cmpykmypoii 6 moauie (pemanvras apmepust),
n03adu Xpycmanuka npuaeicam 0onosHumenvHvle MKaHu —
pemponenmanvias memopana (puc. 88). Ha MPT ommeua-
emcs yeeauvenue pasmepa OD, depopmauyus xpycmanruka,
msxc om JI3H do 3adueil kancyavt xpycmanuka u ampopus
3H (puc. 9).

Puc. 8. Jlesouxa, 3 mecaya. IIIIICT: a — ogpmanvmockonus: aeikokopusi;
0 — 0ghmanbMoCKonus: 3a Xpycmanukom JHceamoeamas memopana, enasmHoe
ono He npocmampusaemcsi; 6 — Y3HU OD: onpedensiemes msigic, uoyuyuii om
ducka 3H k 3adueil Kancynre Xxpycmanuka. 3a Xpycmaaukom — pemponen-
manvHas memopara (cmpeaxka). B CT — xcudkocms ¢ meakoOducnepcHoil
836€CbI0 U 0CAOKOM 8 3A0HUX 0MOenax 2nasa

Fig. 8. Girl, 3 months. PHPV: a — ophthalmoscopy: leucocoria;
6 — ophthalmoscopy: a yellowish membrane behind the lens, the fundus of
the eye is not visible; 6 — ultrasound OD: cord is determined, going from the
optic disc to the posterior capsule of the lens. Behind the lens is a retrolental
membrane (arrow). In the vitreous body — a liquid with a fine suspension and
sediment in the posterior parts of the eye
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Puc. 9. MPT ¢ KY opbum e axcuanvnoii naockocmu: a — T2-BH FS:
OD yseauuen, xpycmanux Oe@popmuposan (3eaenas cmpeaxa), msxic om
JI3H 0do 3adueii kancyavl Xpycmanuka, pempoieHmanvHas memopana,
ypogenv acuokocmu; 6 — T1-BHU FS: 6 OD — codepacumoe ¢ ypognem dcud-
KOCMb/HCUOKOCMb (CUHAS CMPEeKa) ¢ 8bicOKOOEAKOBbIM KOMHOHEHMOM;
6 — T1-BH FS postcontrast: nozadu Xpycmanuka pemposenmanvhas mem-
bpana (opaHdicesas cmpexa)

Fig. 9. MRI in axial plaine: a — T2-VI FS: OD eye is enlarged, the lens is
deformed (green arrow), the retrolental cord from the optic nerve head to the
posterior capsule of the lens with a thickening behind the lens, fluid level;
6 — TI-WI FS: in the OD — fluid/fluid level (blue arrow), a liquid with
a high-protein component; ¢ — T1-WI FS postcontrast: retrolental membrane
behind the lens (orange arrow)
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Oo6cyxneHne

IIpooneme auddepeHranbHOi auarHoctuku Pb
U IPYruX 3a00JI€BaHUM CO CXOXEeH KIIMHUYECKON U BU3Y-
AJIbHOW KapTUHOM MOCBSILIEHbl pabOThl psila aBTOPOB
(Tabnuiia).
Hccenedosanus, nocesujennule ayuesoil duaenocmuke PBb u umumupyroujux
ee 3a60ne8anuil
Research on radiodiagnosis of Rb and diseases that mimic it

Hcrounuk Yucio nanyeHToB Ton
Source Number of patients Year
68

R.W. Jansen et al.

23] 2020

M.A. Apushkin
etal. [22] 17 2005
A.A. Razeket al. [16] 14 2010

OdranbMocKonusl  SBASIETCSI  MEPBBIM  OTaIllOM
nuarHoctuku PB, ogHako 171 moarBepKaeHusT U OLICHKU
pacIpoCcTpaHEHHOCTH OITyXOJIH, a TakxkKe st nuddepeH-
LIMAJbHOM AUAarHOCTUKU ¢ UMUTUPYIOIIMMHU ee 3a00j1eBa-
HUSMU TIPOBOAUTCS 00C/IeI0BaHNE BU3YaTU3UPYIOIIUMU
metogamu (Y31 u MPT c KY).

B mpencraBieHHBIX HaMU TIpUMepaX OCHOBHBIM KJIM-
HuueckuMm niposseieHuem PbB, BK u IITIT'CT 6nua neii-
KOKOpUSI, TPaKTOBKa O(TaIbMOCKOIMYECKON KapTUHBI
ObLIa 3aTpyqHEHA IO Pa3IMYHBIM MPUYMHAM: OOJIBIION
00BEM OITYXOJIH, BBICOKAsI OTCJIOMKA CeTYaTKU, HAIMYME
peTpoeHTaNIbHOI MeMOpaHbl. KoMITJIeKC JOTOTHUTETb-
Heix uccinenoBanuii (Y3 u MPT ¢ KY) nmo3Bosiun mpo-
BecTH AuddepeHIMaTbHyI0 IUArHOCTUKY OITyXOJICBOI
U HEOITyXOJIEBOI MAaTOJIOTUMA.

B 2 xnmHuYeckux HaOMIOAEHUSX ObUIM TIPOAESMOH-
crpupoBaHbl TunMuHbIe 111 Y3 1 MPT ¢ KY npusznaku
Pb: Hanmuuue B a3y COMMIHONM BacKyISIPU3MPOBAHHOM
OIYXOJIY C KaJIbLIMHALIME, OTCJIONKA CETYaTKU U UHBA3US
3H. BK xapakrtepn3oBanaach OTCIONKOI CETYATKU U CyO-
¢oBeaTbHBIM Y3JIOM, HAJIMYKME KOTOPOIO B IIOCJIEIHEE
BpeMsI ONMChIBAeTCs KaK € TUITMYHBINM Mpu3Hak. B ciaydyae
¢ IIIMNI'CT xapakTepHbIMU MpU3HAKAMU ObUIM HaJIW4due
(dudbpoBacKymsipHoro tska, arpopuu 3H 1 nedopmarius
XpycTajuKa.

BoiBoabl

CoBpeMeHHBbII aNropuT™M auarHoctuku Pb BkitouaeT
B ce0s1 0o(pTaTbMOCKOIINIO C MCIIOIb30BaHUEM pPEeTUHAb-
Holi Kamephsl, Y3U ria3 u MIrkux TKaHei opOUT BHICOKO-
yacToTHbIMU naTuukamu, MPT ¢ KY opOuT 1 roroBHoro
MO3ra.

V3U paeT HOCTOBEpPHYIO OLEHKY WMHTPAOKYJISIPHOI
OITyXOJIM U TTO3BOJISIET 3aMI0J03PUTh €€ IKCTPAOKYJISIPHOE
pacnipoctpanenue. MPT ¢ KV gaBnsiercst 6oee nHpopma-
TUBHBIM METOIOM B OLIEHKE COCTOSIHMSI 000JIOYEK IJla3a
M 9KCTPAOKYJISIpHOI1 pacripoctpaHeHHOCTH Pb.

IIpu cXOmHBIX KIMHUYECKON M O(TaJTbMOCKOITMYE-
ckoit kaptuHax Y3 n MPT no3sBonstiioT mpoBectu aud-
epeHIIMaIbHbIN IMarHO3 ¢ 3a00JIeBAHUSIMU, UMUTHUPYIO-
mumu PB, taknmu kak BK u TTTITCT.
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KnuHnueckue n naéboparopHbie 0co06eHHOCTN cOOpa remono3TUYECKMX
CTBOJIOBbIX KNETOK Y feTell paHHero Bo3pacta ¢ CONMAHbIMU
3/10Ka4eCTBEHHbIMN HOBOOOpa3oBaHuAMU Becom 15 Kr U MeHee

H.TI. Crenansn', H.B. Marunsn', A.C. Cunun?, I.B. Caroan’', A.JI. ITannaguna’, M.B. Pydanckas', H.B. Cuzoposa?,
E.B. Maunesa'-3, K./. Kupruzos', C.P. Bapgoomeepa'
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OI'BY «HauuoranbHblli MEOUUUHCKUL UCCACO08AMENbCKUL UCHMDP 0eMCKOU 2eMamono2uu, OHKOA0UU U UMMYHOA02UU
umenu Jimumpus Poeauesa» Mumnzdpaea Poccuu; Poccus, 117997, Mockea, ya. Camoper Mawena, 1;

3Poccuiickas demckas kaunuueckasn 6oavhuya OIAOY BO PHUMY um. H.HU. [Tupoeosa Munzdpasa Poccuu; Poccus,
117997, Mockea, Jlenunckuii npocn., 117

KonTakTHble naunbie: Hapa lapeeunosna Cmenansn nara 19922@yandex.ru

AxmyaavHocms. AymoaoeuuHas MpaHCHAGHMAUUs 2eMOonodmuyeckux cmeonosvix kaemox (aymo-TICK) seasemcs Heomsemaemoi
Yacmor mepanuu NAyUeHmos8 co 310Ka4ecmeeHHbIMU HOB8000PA308aHUAMU blcOKOI epynnbl pucka. O0Hako npogedeHue MoOUAU3AUUU
u coopa eemonoamuueckux cmeonogvlx kaemok (ICK) oas nayuenmos éecom do 15 ke seasemes ca0dicHoll 3adauetl, komopas mpebyem
0000020 n00X00a U MyAbMUOUCYUNAUHAPHO20 83AUMOOCLICIBUSL.

Ileav uccaedosanusa — npedocmasnenue onvima coopa I'CK y demeil panneeo 6o3pacma eecom do 15 ke 6 HUH demckoii onkonoeuu
u eemamonoeuu PIBY « HMHUI] onkonoeuu um. H.H. broxuna» Mun3zdpasa Poccuu.

Mamepuaavt u memoodot. B uccaedosarue exarouenvt 30 nauuenmos ¢ maccoii meaa 0o 15 ke, noayuaswux nevenue c saueaps 2020 e.
no maii 2021 e. ¢ HUH demckoii onxonoeuu u eemamonoeuu OIbY «HMHUI] onxonoeuu um. H.H. Broxuna» Mumnzopasa Poccuu.
Meoduana eospacma cocmaguna 30,6 (12—48) mec, meduarna maccor meaa — 12,2 (7,8—15) xe. Agepesvt y demeii 6ecom do 15 ke
BHINOAHANUCL 8 OMOCNCHUU PeaHUMAYUU U UHMEHCUBHOU Mepanuu ¢ yCca08uem npeosapumenbHoe0 3anoiHeHus KOHmMypa KAemouHo20
cenapamopa O0OHOPCKOU 00AYYEHHOU SPUMPOUUMHOL 836¢Cbl0 045 NPOPUAAKMUKU 2UNOBOACMUYECKUX 0CA0NCHeHUT. Bblio nposedero
32 aghepesa na kaemounom cenapamope muna «Cnexmpa Onmua». Jlns mobusuzayuu ICK npumensiiucs npenapamol epaHyioyumapHozo
KOAOHUECMUMYAUPYIOW,e20 haKmopa ¢ 0CHOBHbIM 0elCMBYIOUWUM BeUleCmeom Guaepacmum.

Pesyavmamot. /[saduams eocemv npouedyp agepesa ICK bbiau ycnewHsimu ¢ nepgoii nonsimxu, 2 nayueHmam npogeoeH no6MopHblii
aghepes (umoeo evinonneno 32 npoyedyput). Meduana koauvecmea noayuennvix CD34"-kaemok cocmasuna 13,9 x 106/ke (0,04—92,0 x
10°/ke2), meduana npodoaxcumenvrocmu agepeza — 251 (160—415) mun. Y 2 demeii 6 npouecce npouedypvl NHompeboeaiach HemMeoNeHHAs.
OpeaHu3auus NOBMOPHO20 6eHO3H020 docmynd.

Boieodst. Boinoanenue agepeza ICK y demeii ¢ eecom do 15 ke u panneeo o3pacma s6as1emcsi 6e30nAcHOl U ek mueHoi Memoouxoil
npu yvacmuu mMyabmuouCyUnAUHApHoL KomManosl. IIpednoxcenHblil Hamu areopumm agepe3a no36oasem OCyuecmeums KauecmeeHHblil
coop CD34"-kaemox, docmamounulii 013 npogsedenus aymo-TICK.

KiioueBble cii0Ba: reMoIoTMYECKWE CTBOJIOBBIC KJISTKHU, adepe3, JeTH, MOOMIM3ALMS, TPAHCIUIAHTALMS TeMOMO3TUYECKUX
CTBOJIOBBIX KJIETOK, BBICOKOIO3HAsI XUMUOTEpaIust

Jng murupoBanus: Crenansd H.I., Matunsin H.B., Ciiuaun A.C., Carosi ILB., [Tayjutanuna AT, Py6anckast M. B., Cunoposa H.B.,
MauneBa E.b., Kupruzos K.U., BapdonomeeBa C.P. KnuHuyeckue u j1abopaTropHble OCOOEHHOCTU cOOpa reMOIMO3TUYECKUX
CTBOJIOBBIX KJIETOK Y JieTell paHHero Bo3pacTa C COJMIHBIMU 3JI0KaYeCTBEHHBIMM HOBOOOpPA30BaHUSIMU BeCOM 15 KT W MeHee.
Poccuiickuii XXypHai 1eTCKOi reMaTosioruu 1 oHkoJjioruu. 2022;9(1):21-8.
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Clinical features of methods for collecting hematopoietic stem cells in patients with malignant neoplasms weighing
up to 15 kg and early age

N.G. Stepanyan’, N.V. Matinyan’, A.S. Slinin’, G.B. Sagoyan’, A.D. Palladina’, M.V. Rubanskaya’, N.V. Sidorova’,
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Relevance. Autologous hematopoietic stem cell transplantation (auto- HSCT) is an integral part of the treatment of patients with high-risk
malignancies. However, carrying out the mobilization and collection of hematopoietic stem cells (HSC) for patients weighing up to 15 kg is
a complex task that requires a special approach and multidisciplinary interaction.

The purpose of the study is to present the experience of collecting HSC in young children weighing up to 15 kg at the Research Institute of
Pediatric Oncology and Hematology of the Federal State Budgetary Institution N.N. Blokhin National Medical Research Centre of Oncology,
Ministry of Health of Russia.

Materials and methods. The study included 30 patients weighing up to 15 kg who received treatment from January 2020 to May 2021 at
the Research Institute of Pediatric Oncology and Hematology of the Federal State Budgetary Institution N.N. Blokhin National Medical
Research Centre of Oncology, Ministry of Health of Russia. Median age was 30.6 (12—48) months, median body weight was 12.2 (7.8—15) kg.
Apheresis in children weighing up to 15 kg was performed in the resuscitation and intensive care unit with the condition of pre-filling the cell
separator circuit with a donor irradiated erythrocyte suspension to prevent hypovolemic complications. Thirty two apheresis was performed
on a cell separator of the “Spectra Optia” type. To mobilize HSC, preparations of granulocyte colony-stimulating factor with the main active
ingredient filgrastim were used.

Results. Twenty eight HSC apheresis procedures were successful on the first attempt, 2 patients underwent repeated apheresis (a total of
32 procedures were performed). The median number of CD34" cells obtained was 13.9 x 10°/kg (0.04—92.0 x 10°/kg), and the median
apheresis duration was 251 (160—415) min. In 2 children during the procedure, an immediate organization of repeated venous access was
required.

Conclusions. Performing HSC apheresis in children weighing up to 15 kg and young children is a safe and effective technique with the
participation of a multidisciplinary team. The apheresis algorithm proposed by us makes it possible to carry out a high-quality collection of
CD34* cells, sufficient for auto-HSCT.

Key words: hematopoietic stem cells, apheresis, children, mobilization, hematopoietic stem cell transplantation, high-dose
chemotherapy

For citation: Stepanyan N.G., Matinyan N.V., Slinin A.S., Sagoyan G.B., Palladina A.D., Rubanskaya M.V., Sidorova N.V.,
Machneva E.B., Kirgizov K.I., Varfolomeeva S.R. Clinical features of methods for collecting hematopoietic stem cells
in patients with malignant neoplasms weighing up to 15 kg and early age. Russian Journal of Pediatric Hematology and Oncology.
2022;9(1):21-8.
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AKTyaJIbHOCTh

AyToyiornuHasi TpaHCIUIAHTALMSI TEMOIMOATUYECKUX
cTBONIOBBIX KIIeTOoK (ayTo-TI'CK) sBisieTcsi HeoTbeMIie-
MOW COCTaBJISIIONIEH Teparuu 3JI0KAYeCTBEHHBIX HOBO-
obOpazoBaHuii y nereit. [emoroaTnyeckue CTBOJIOBBIE
xietku (I'CK) nepudepnueckoii kposu (ITK) sBistoTcst
OTHUM U3 OCHOBHBIX UICTOYHUKOB KJIETOK-TIPEIIECTBEH-
HuKoB Juis mipoBeneHust ayro-TTCK [1]. TlpoBenenue
coopa 'CK y mereii c Mmaccoit Tesa MeHee 15 KT 1 paHHEero
BO3pacTa COMPSIKEHO C PSIIOM PUCKOB: HU3KUI 00bEM
uupkyupytomieit kposu (OLIK) u cBsizanHbIE ¢ 3TUM
BO3MOXHBIE OCJIOXXKHEHUsI B BUJE T€MOAMHAMMUYECKUX
HapyIIEHWI, 4aCcTOe Pa3BUTHUE TUIIEPKOATYISIIINU B TIPO-
1ecce adepesa, CIOXHOCTU MOCTAHOBKU IIEHTPATLHOTO
BEHO3HOTO JIOCTYyIa, KOTOPBIA TpeOyeT BBICOKOW KBa-
JudUKaIU  CIYXObl — aHECTe3UOJOTUU-PEeaHUMallu
[2]. Hdns mposenenust TTCK HeoOXxomMMo 3aroTOBUTH
nocratouHoe koiudectBo CD34*-kieTok, He MeHee
1,5—2 x 10%/xT, yTO TpeOyeT 3(h(HeKTUBHON MOOMIM3ALINI
U TIOCJIe/IyIoIIero TpoBeneHus adepesa. OQHON U3 KITIO-
YEBBIX OCOOEHHOCTE pPabOThl C MAJOBECHBIMU NETHMU
paHHETO BO3pacTa SIBJISIETCS MPOBEJIEHUE TI0 BO3MOXHO-
CTH OfHOTO adepesa, XOTs U TUTETbHOTO [3].

Ha rtekymuit MOMEHT OIBIT MpoBeAeHUs adepe3on
y JeTeli paHHero Bo3pacTa ¢ HMU3KOW Maccoil Teia orpa-
HUYEH U TpedyeT BCECTOPOHHEro wusydyeHus. Harmei
LIeJIbIO cTajio TpenacTaieHue onbita coopa 'CK y nereit
paHHero Bo3pacta BecoM Ao 15 kr B HUM nerckoit
onkoyiornn u remarojiorun ®I'bBY «<HMMULI onkomorun
uM. H.H. broxuna» Munsnpasa Poccuu.

MarepuaJibl 4 METObI
B cratbe npuBOOUTCA PETPOCHEKTUBHBINA aHAIU3
adepe3oB, BbIoaHeHHbIx B HWW nperckoii oHKO-

jorun u rtemaronormu DPI'BY «HMMUILl onkomnorum
uM. H.H. binoxuna» MunzapaBa Poccum 3a nepuop
¢ suBaps 2020 ©. mo maii 2021 . y meteit paHHEeTro Bo3pacra
¢ maccoii Tena go 15 kr. B uensix nmposeaeHus: mpouenyp
OB OTpesiesieH alTOPUTM, OTIPEAEISIONINI TTOKa3aHUS
JUISI €€ BBITIOJIHEHUsI, BOTIPOCHI MOOMJIM3AIMU U cOopa
I'CK.

B ananu3 6butn BTtoueHs! 30 MalmeHToB ¢ MeIaHo
Bospacta 30,6 (12—48) mMec, MenraHa Macchl TeJia Malu-
eHrtoB coctaBwia 12,2 (7,8—15,0) k. OcHOBHBIE XapaKTe-
PUCTUKHN BKJTIOUEHHBIX B UCCIIENOBaHUE OOTBHBIX TIPE-
ctaBjieHbl B Ta0Js. 1. Cpean manureHTOB, KOTOPHIM ObLIO
HeobOxomumo mpoBeneHue adepesa 'CK, B ocHOBHOM
(73,3 %) npeobnaganu AeTH C YCTAHOBJIEHHBIM IUATHO-
30M HEpOO6JIACTOMBI, UYTO OTPaKEHO Ha puc. 1.

Tadmua 1. O606wennbie xapakmepucmuku nAUUEHMO8, BKAHOUYEHHbIX
6 uccaedosanue

Table 1. Generalized characteristics of patients included in the study

XapakTepucTHKH 3HaueHne
Characteristics Significance

Yuciio naiueHToB 30
Number of patients
Ilon
Gender
MY>KCKOM 13
male
KEHCKUIA 17
female
MenuaHa Bo3pacta, Mec
Median of age, month 30,6 (12-48)
MenuaHa Beca, KT 12,2 (7,8-15)

Median of weight, kg

OLIK (MeTomuka pacueTra COOTBETCTBYET PEKOMEH-

nauusm Accourauuu aHecresuosioros CIIA), mn

Circulating blood volume (the calculation method

complies with the recommendations of the Association

of Anesthesiologists of the USA), ml
|

920 (585—1125)

OpuruHanbHble uccneposanus // Original studies
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[l Helipo6nactoma (n = 22)
Neuroblastoma

73,3 % [l MnesponynbmoHanbHas
6nactoma (n=1)
Pleuropulmonary blastoma
[epMUHOreHHO-KNeToYHas
onyxonb (n=4)
Germ cell tumors
13,4 % [l Hedpobnactoma (n=3)

Nephroblastoma
10 %
3,3%

Puc. 1. ﬂuaeﬂmbz nayuenmoe, 6KAN4YeHHbIX 6 uccredosarue

Fig. 1. Diagnoses of patients included in the study

Mobuauzayusa 2eMonoImMu4ecKux cmeo106bix KAemok

Moo6unusanuio CD34*-kj1eToK HaunHaIu BCeM Maly-
€HTaM TIPY HaJMYUU BOCCTAHOBJICHUS JICHKOIIMTAPHOTO
pocTtka mnocie nporpammbl nojauxumuorepanuu (ITXT),
HaumHag oT rmokasatesns 0,8—1 Teic/MKI1. Bee metn, BKITIO-
YeHHbIE B JaHHOE WCCIeNoBaHKe, TONydmin 2—4 61oKa
xumuoteparnuu (XT). Iym mammeHtam u3 30 Ha MOMEHT
crapra moowmmzannu ['CK He caHrpoBau KOCTHBINM MO3T
Ha ¢oHe XT. Jiasg MoOMIMU3aLIMK MCHOJb30BAIUCH Tpe-
rapaThl TPAHYJIOLUMTAPHOTO KOJIOHUECTUMYJIUPYIOIIETO
(akropa (I'-KC®D). B Haiiem ncciieoBaHuM MPUMEHSIT-
cs punrpactum 3 paznmuuHbIX mpousBoauteneit (Heitmo-
makc, OAO «DAPMCTAHIAPT-YdaBura», Poccus;
Jleitkoctnm, 3A0 «buokan», Poccnst; 3apcuo, At Iu Tu
buonoruka IMbX, [epmanus) B pexume N03UPOBAHUS
10 MKT/KT TTIOIKOXHO B CYTKM B YTPEHHUE Yachl C €Xe-
JTHEBHBIM KOHTPOJIEM MIPUPOCTA KOJMUYECTBA JIEHKOIIUTOB
B [1K u konTposem CD34* ¢ ncnonb3oBaHNEM UMMYHO-
enorunuposanust (MDT) knetok ¢ 3-ro gHsS MOOUIM3a-
uvu. [1pu HU3koM KonmuectBe kietok CD34* pemancs
Borpoc 00 ackamaruu 1036l [-KC® wunm BKIOYeHUS
B pEXUM MOOWIN3ALINY JOTIOJTHUTETbHBIX aT€HTOB, TAKUX
kak antaroHuctel CXCR-4 (nepuxcadop).

Iloozomoska nayuenma x npouedype agepesa 2emonos-
muvecKux cmeoa06blx KAemok

IMpouenypa coopa 'CK mpoBoxutcst Ha ciemyomui
IIeHb TIOCJIe TOCTIDKEHU Heobxommmoro ypoBHs CD34*
B [1K 1o nanusiM MDOT. YernenmHbIM 3HaU€HUEM MOOMIIN -
321U B KJIMHUYECKOM TPOTOKOJIE CUMTAETCS PErucTpa-
nus 15—20 CD34"-kierok u 6osee B 1 Mxi1. [TogoGHOE
3HAYCHHWE MOCTUTAIOCh Ha 2—5-1 (B cpemHeM 3,5) OHH
MobOwm3annu. Ho 3auacTyio Takoro ypoBHSI CTBOJIOBBIX
KJIETOK IOCTUTHYTb HE YIaeTCs Maxe TP YCIOBUM ICKa-
snauvu 1036l [-KC®, moaToMy KOJIErnagbHO B HAIleM
LlenTpe MOXET OBITh MPUHSTO PEIIEHUE O MPOBENECHUU
adepesa 'CK ny Takux manueHToB. Takske B IeHb adhepesa
BaXKHO YYMTHIBATH 1IeJIeBbIE JTA0OPATOPHBIE T€MATOJIOTH-
YeCcKUe MoKa3aTeIu: ypoBeHb reMorsioonHa (6osee 90 r/m)
1 ypoBeHb TpoMOoLuToB (50 % 10°/71 1 Gosee). YuuThiBast
YaCThIE BMTU30/Ibl PA3BUTHS TUTIEPKOATYJISIIIUN Ha TIPOLIe-
nype coopa 'CK, HeoOXoaMM MOHUTOPUHT MOKa3aresiei
KOaryJorpaMMbl Ha BeCh MEpPUON MOOMIM3auu u ade-
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pe3a. Y Bcex 30 mereii, BKIIIOYEHHBIX B MCClEeIOBaHUE,
JBaKIbI TIPOBOAMJICS KOHTPOJIb CJICAYIOIINX MoKa3aTeaeit
CHUCTeMbI TeMocTa3a: (pudprHoreHa (1ieJieBble 3HAYeHUST —
5,5-10,6 MKMOJIb/JI), aKTUBUPOBAHHOIO YaCTUYHOIO
TpombOorutacTuHoBoro BpemeHu (AUYTB) (22—-34 c),
D-numepa (125—325 vr/mia). B geHp npeamosaraeMoro
aepesa BRIMOJHSIINA YCTAHOBKY LIEHTPAJIbHOTO BEHO3HO-
ro kateTepa (LIBK). ITocranoBka LIBK ocymiectBisuiacy
MOJ, YIBTPa3BYKOBBIM KOHTpoJieM. JleTsIM ¢ Maccoii Teia
MmeHee 15 kr B HameMm lleHTpe Tipu ycI0BUM HaJIUYUs
MOAKITIOYMYHOIO AOCTyIa YCTaHABIMBAETCsS OCAPEHHBIMN
karerep «llepropukc» 16G (mpom3BoACTBA KOMITAHUU
b. bpayn, Iepmanust). Ecim ke HeHTpaJIbHOIO IOCTYIIa
y pebeHKa He ObLIO, TO IMPOBOAMIACH YCTAHOBKa IIOJ-
KJIIOYMYHOTO OJHOKaHalbHOro Katetepa «lleprodukc»
18G um 18/20G u 6enpentoro LIBK «Ileprodukc» 16G,
KOTOpBIN ynmajsuics mocie mnpouenypsl coopa 'CK. Ha
MOMeHT IpoBeneHMs adepeda 'CK HMKTO U3 MarieHToB
He noJryyaa MH(pY3MOHHYIO TepaIuio.

Adepesbl I'CK getam ¢ maccoil Tena mMeHee 15 kr
MPOBOAMINCH B OTIACACHUM pPEaHUMAIIUM U WHTCHCHUB-
HOI Tepanuu 1Is1 00ecrieYeHUSI MOHUTOPUHTAa OCHOBHBIX
rnokasaTeieil KU3HeAeITeJIbHOCTU IMallueHTOB M He3a-
MEIJTUTETbHOM UX KOPPEKIIUM IIpU HeooxonumocTu. Bee
CcOOPBI TIPOXOAWIN B TIPUCYTCTBUU POAUTENICH OOTbHBIX,
YyTo 0obecrnevynBano Icuxojorudeckuii Kompopt. Ilepexn
KaxI0il Tpoleaypoil ObLIO MOJIy4eHO MHGMOPMUPOBAH-
HOe corJlacMe 3aKOHHOTO IIpencTaBUTeNsl peOeHKa Ha
nposeaeHue agepesa 'CK.

Ilpouedypa coopa eemonosmuseckux cmeoa06vlx KAemox

Ilepen adbepeszom 'CK nmpoBoauiack 3ampaBka KOHTY-
pa CUCTEMBI IOHOPCKOM 3PUTPOLIMTHOU B3BECHIO C TpE/I-
BapUTEJIbHOM OMONIOTMYECKOI Mpo0oil HaKaHyHe cOopa
B 00beMe 50 M1 SpUTPOLIUTHOM B3BecH B TeueHue 30 MUH.
IIpouenypa coopa I'CK mpoBomunach Ha KJIETOYHOM
cemaparope tuna «Crekrpa OnTtua» (Terumo BCT Inc,
CIIA). Mcnonab3oBanuch IporpaMmbl (B 3aBUCUMOCTHU
OT BBIOpaHHOI ceT-cucteMbl) «COOp MOHOHYKJIEapOB»
nnu «HernpepbIBHBINM cOOp MOHOHYKJIeapoB». [TocmenHuii
BapyUaHT BBIOUpAJICS TIPU HEOOXOAUMOCTU IPOBEACHUS
adepe3a ¢ OOJBIIMM OOBEMOM 3KCTPAKOPIIOPATBbHOIO
KOHTYpa cernapaTtopa, 4To cocTaBigeT nopsiaka 300 mur.
Hns obecnieuenus ontumanbHoro adepeda 'CK aBToma-
TUYECKHE TIPOrpaMMBbl COOpa YIMTHIBAIOT T10JI, POCT, BEC,
OLK, a Takxe J1abopaTOpHbIe IMoKa3aTeau (reMaTOKPUT,
KOJIMYECTBO JIEMKOLIMTOB U TPOMOOLIMTOB B IeHb apepe-
3a). YenenrHocts npouenypsl I'CK omnpenensiach nocTu-
XeHueM 1esieBoit qo3el CD34*-kmetok — 5 x 10°/kr [4].
CpennuM 3HaueHueM CD34* y manueHTOB UCcaeayeMoit
rpyIibl 66010 13,9 % 108/KT, 4TO TOBOPUT O KAYECTBEHHOM
coope 'CK.

CTapToOBBIii  TapaMeTp  COOTHOIIEGHHUsS  KPOBU
K ACD-A nmanueHnTa coctanisii 12:1, Ho mpu rumnepkoary-
JISIIUM JaHHBIE TTOKa3aTeld KOPPEKTUPOBAIUCH B CTOPO-
Hy 10:1 u 8:1. I1pu gBIEHUSIX TUIIEPKOATYISALIUN BBITION -
HSIJIOCh YCUJICHME TOIayld aHTUKOATyJISHTOB B CHUCTEMY
cbopa.
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Jlabopamopmnste uccaedosanus

Jus onpenenenust konudectsa CD34*-knetok B 11K
B IepHOI MOOWJIM3AIINKA W 00pa3lax JeHKOKOHIIEHTpaTa
ucnonn3yercsa npotokoia ISHAGE (International Society
of Hemototherapy and Graft Engineering) [5]. PesynbsraTt
MIPEACTABIISIICS KaK B IIPOIICHTHOM, TaK U B a0COTIOTHOM
sHaueHnu. KomnuectBo 'CK onpenensiyioch mo sKcmpec-
cun MeMOpaHHBIX MapkepoB CD34 u CD45 B peakuuun
MIPSIMOI UMMYHO(DITYOPECIICHITNH.

Bo BpeMs aHanm3a Ha MIPOTOYHOM LIUTO(MIYOPUMETPE
MBI CTJKUBAJIUCh C pa3IMYHBIMUA BapuaHTaMHM cOopa.
Hawmu pukcupoBaichKak cOOpbI C TOCTATOUHBIM (puc. 2),
Tak 1 ¢ ManbiM (puc. 3) konuuectBoM ['CK. laHHBIE
OLIEHMBAJIMCh B pamkax aHanuza nonyiasuuun ['CK
CD34 PE-A. Takke Tipy TIpOBEACHMU WCCICTOBAHMS
HEeoOXOAUMO YUMUTHIBATh TOT (hakT, yTo yacTh 'CK orpu-
nareapbHa o CD45, pe3yabTaTbl KOHTPOJIUMPOBAIU IO
YPOBHIO SIIPOCOACPXKAIINX KJIETOK C WCITOJIb30BaHHEM
HYKJIEOTPOITHOTO Kpacurest Syto 16 [6].

Puc. 2. ITonyaayus kaemox CD34* 6 npodykme aghepesa npu kauecmeer-
Hom coope ICK: CD34 (%) = 9,4 %, CD34 (abc.) = 331, 1 kn/mka

Fig. 2. Population of CD34* cells in the apheresis product during qualitative
collection of HSC: CD34 (%) = 9.4 %, CD34 (abs.) = 331.1 cell/mkl

CraTucTHYECKHiA aHAIN3

B 11em1x cTaTMCTUYECKOTO aHaIM3a MAUeHTHI, BKITIO-
YEHHBIC B UCCIIENIOBAaHNUE, PA3AC/ISUTUCD B TPYIIIHI 110 ITOJTY,
Becy M Bo3pacty. C yyeToM MenMaHbl Beca HaMM ObLia
BBIICJICHA TPYIIA IeTel ¢ Maccoii Tema mo 12 Kr 1 bonee
12 Xr. AHaIM3UPOBAINCh 3 BO3paCTHBIE TPYMIIBI — 10 12
MecsueB, oT 12 10 24 Mecs1eB, cTapiie 24 MecsleB.

AHanm3 MpoBOAMIICS Ha MPOTPaMMHOM 00eCTIeUeHUH
SPSS Statistics 23.0 ¢ mpuMeHeHEM METOIOB OIMKCATEIb-
HOM CTaTHCTHKM, HemapaMeTpUIecKnX Kpurepues. [1pu-
MeHsuiuch MeTonbl ManHa—YutHu u Kpackena—Yosuca.

Bcem manmenTtam mpouenypa adepeza I'CK mposo-
nuiack nipu ycsioBuu Hanuuus B I[TK ypoBHST TpoMOoO1IM-
ToB Oosiee 50 x 10°/m, y 6 meTeit mpeaBapUTEIbHO Mepen
MIPOLIEIYPOIt TPOBOIMINCEH 3aMECTUTEIbHBIC TPaHC(hY3UN
TPOMOOIIMTAPHOTO KOHIIEHTpAaTa.
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Puc. 3. Ilonyaayus kaemox CD34+ 6 npodykme npu neyoaunoi moouiusa-
yuu u agpepese ICK: CD34 (%) = 0,13 %, CD34 (abc.) = 14,5 ka/mka

Fig. 3. Population of CD34" cells in the apheresis product from failed HSC:
CD34 (%) = 0.13 %, CD34 (abs.) =14.5 cell/mkl

PesynbraTh

B pamMkax OlLIEHKM pe3yJbTaTOB MCCJAeNOBaHUS
MpOaHATM3UPOBAaHBl KaK (haKTOPBI, IIPEAIICCTBYIOIINE
adepesy, Tak u (pakTophl, cBI3aHHBIE ¢ adepe3om 'CK.
OaHUM 13 PaKkTOPOB, MPEAIIECTBYIONINX adepesy, BLIOpa-
HO KosimuyecTBO mpoBeaeHHbIX KypcoB ITXT. Tak, Bce 30
nauueHToB nonyyunau 6oisee 2 KypcoB ITXT, a Mennana
KoJMyecTBa AHEH OT Hayajia mocienHero kypca XT mgo
Hauaja Mmobunuzauuu coctaBuiaa 10 (8—16). JIBym 60Jib-
HBIM TToHagooucs moBTopHbIit adepes [CK. PesynbraThl
MOOMJIM3ALIMHY TTPEICTaBACHbBI B Ta0J. 2, a XapaKTepUCTH -
KU MpoBeleHHbIX adpepe3oB — B Tab. 3. B cpenHem ObL10
obpaborano 2,7 OLIK ¢ MeauaHoi mpoIoKUTEIbHOCTA
acdepesa 259 MUH.

Tabmua 2. Pezyavmamor mobusuzauyuu ICK y nayuenmoes, 8KkAHYeHHbIX
6 uccaedosanue

Table 2. Results of HSC mobilization in patients included in the study

Kpurepnii Meaunana
Significance Median

Yucno neiikorutos B [1K B neHb adepesa, x 10°

Count of leukocytes in peripheral blood on the day of

apheresis, < 10°

CD34* B I1K B neHn acdepesa, %

Count of CD34" in peripheral blood on the day of

apheresis, %

CD34" B [1K B neHb adepesa, adc.

Absolute count of CD34" in peripheral blood on the day 150 (0,5—862,9)

of apheresis
|

16,8 (0,52—38,9)

1,08 (0,03—8,46)

OpuruHanbHble uccneposanus // Original studies
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Ta6mina 3. Xapaxmepucmuia nposedennvix agepesos
Table 3. Characterisics of the performed apheresis

Kpurepnii Menunana
Significance Median

O6paborano OLIK, i _
Processed volume of circulating blood, L 2,7(1,8-3,9)

ITpomoxuTenbHOCTh apepesa, MUH
Apheresis duration, min

AGCOTIOTHOE KOJMYECTBO HyKJIeapos, x 10°
Absolute amount of total nucleon cells, x 10°

CD34" B mponykre adepesa, %

Count of CD34" in apheresis product, %
AOCOJIIOTHOE KOJIMYECTBO JIEHKOLIMTOB B MPOYK-
Te acdepesa, x 10°

Absolute count of WBC in apheresis product, x 10°
|

259 (160—415)
13,8 (2,2-25,6)

1,5 (0,13—5,75)

129,1 (45,1-241,4)

Puc. 4. 3asucumocmo xorunecmea CD34 6 umoeogom npodykme (6 aoco-
JNHOMHBIX 3HAEHUSX) 0M NoAa pedeHKa

Fig. 4. Dependence the absolute count of CD34 in the final product on the
gender of the child

Puc. 5. 3asucumocmo koruuecmea CD34 ¢ umoeosom npodykme (6 abco-
JNHOMHbIX 3HAYEHUSX) 0m 803pacma pedenKa

Fig. 5. Dependence the absolute count of CD34 in the final product on the
age of the child
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Pazaunusn 6 coope 6 3asucumocmu om xapaKmepucmux
nauuenmos

ITpu npoBeaeHUM CTATUCTUYECKOrO aHaIu3a B 3aBH-
CHMOCTH OT YKa3aHHBIX BbIIII€ XapaKTEePUCTUK MallIEHTOB
u konumyectBa CD34 B utoroBom mpoaykre (B adOCOJIOT-
HbIX 3HAYCHUSIX) HE ObLUIO BBISIBICHO CTAaTUCTUYECKU
3HAaYMMOTO Pa3JINIMs B 3aBUCUMOCTH OT 1oJja (p = 0,773)
(puc. 4), Bospacta (p = 0,126) (puc. 5) 1 Macchl Teja
(p =0,275) (puc. 6).

Puc. 6. 3asucumocmo koruvecmea CD34 ¢ umoeosom npodykme (6 abco-
JNHOMHBIX 3HAHEHUSX) OM 6eca pebeHKa

Fig. 6. Dependence the absolute count of CD34 in the final product on the
weight age of the child

[Tpu aHanu3e pa3auyuii B rpymiax nalueHTOB ¢ Mac-
coii Tena 1o 12 kr u 6osee 12 Kr onpenesieHO CTaTUCTUYE-
CKM 3HaYMMOe pasinuue B 00beme oopadotanHoro OLIK
(puc. 7). IloxyyeHHbIe TaHHBIC CBUAETEILCTBYIOT O TOM,
YTO y TalyeHTa BecoM OoJiee 12 Kr mpolueaypa AJIUTCS
JoJbllie U Tpedyer OoJibliero oobema odpadorku OLIK.

Puc. 7. Pazauuue 6 obseme oopadbomannozo OLIK (6 ma) 6 2 epynnax nayu-
eHmoe — ¢ maccoii meaa 0o 12 ke u 6oree 12 ke

Fig. 7. Difference of the processed volume of circulating blood in two groups of
patients — weighing up to 12 kg and more than 12 kg



@ POCCUIACKNIA XKYPHAT
POAOr JETCKOW FEMATONOIAN u OHKOMOT WA // Russian Journal of Pediatric Hematology and Oncology

Jlng manyeHTOB ¢ MeEHBIIe Maccoil Tela Mpoleaypa
SABJISIETCSL HEe MeHee Oe30MacHOM, yeM I JeTeil ¢ 60Jb-
ILIMM BECOM.

Ocaoxcnenus

Ha ¢one moounuzanuu I'CK HM y omHOro U3 mauu-
€HTOB He ObUIO OTMEUEHO MOBBILIEHMS TeMIIEpaTyphl TeJla
110 (peOPUIBHBIX 3HAUYCHUI.

VY 2 u3 30 6onbHBIX 3acdukcupoBaHa mnotepst LIBK
B IIpoliecce IPOBEIEHMS IPOLEAYPhI, YTO ITOTPeOOBAIO
OCTaHOBKM ceaHca adepe3a M IOBTOPHOI OpraHM3aluu
COCYIMCTOIO IOCTylla B YCJIOBUSX OTACICHUS peaHU-
MallMyd M MHTeHCUBHOM Tepanuu. Y 1 n3 30 mamueHTOB
YpOBEHb TPOMOOLIMTOB onyctuiicst Huke 20 x 10°/71, yto
MoTpe0GOoBaIO MPOBEACHUS 3aMECTUTEIbHOM TpaHChY3Un
TPOMOOILIUTAPHOTO KOHIIEHTpaTa B JeHb adepe3a, HO 10
Havana npouenypsl I'CK. LluTpaTHBIX peakiiuii B BUIe
CYIOPOXHbBIX MOACPIrMBaHUN PA3IUYHBIX TPYIIT MBIIIIIL,
TpeMopa, HapylIeHUsI pUTMa JIbIXaHUsI, CHYDKEHUST apTe-
pUATbHOTO JaBJICHUSI, CEPIACYHOM HEIOCTATOYHOCTH,
OpanuKapaIuy HU y OTHOTO U3 JIeTeil OTMEYEHO He OBLIO.
IMpodunakruku B Buae BBeaeHust 10 % pacTBopa IJII0KO-
HaTa Kajabuus (10 M1) He IPOBOAMIOCH.

Dnu3010B KpoBOoTeueHUi1 nmpu noctaHoBke LIBK mmn
€ro yIajJeHuu, a Tak:Ke KPOBOTEYEHUs B XO/Ie IIPOLIEAYPhI
He ObUIO OTMEYEHO HU Y OJHOIO U3 JIeTeil, BKIIOYCHHbBIX
B JaHHOE KJIMHUYECKOE HAOJI0ACHHE.

OO0cyxaeHue

IIpoBenenue adpepesoB 'CK y nereit panHero Bo3pac-
Ta ¢ Maccoii Teja MeHee 15 KT ¢BS3aHO C onpeaee HHBIMU
puckamu. Haubojiee onacHble U3 HUX — TeMOIMHAMUYE-
CKUe OCJI0oKHeHUs1. B paMKkax Halllero aHajau3a 1oKa3aHo,
yTo MX 3a(UKCUPOBaAHO He ObLI0. OmHUM U3 (HAKTOPOB
JIOCTVDKEHUsST Oe30IacHOCTM B Hallleli paboTe sIBUJIach
olleHKa puUcKoB mepen mpouenaypoii coopa I'CK, yuga-
CTUE MYJBTUIUCLUILIMHAPHONW KOMAaHIbl U IIPUMEHEeHUE
KineToyHoro cenapatopa «Cnekrpa OrnTha», KOTOpPBIA
obecrieurBaeT 06€30MaCHYI0 CKOPOCTh IMOAAYM aHTHUKOA-
ryassHTa ACD-A, 4To MUHUMU3UPYET PUCKU LIUTPATHOM
peakumu [6].

Bonrbiioe BHMMaHKWe B MOATOTOBKE K adepe3y HaMu
yaensinochk Moownusauuu ['CK pis Toro, 4To0bl yMEeHb-
LIMTh BpeMs IpoBeacHUs adepesa U 00eCIeYnTh 10CTa-
TOYHBIN 00bEeM TpaHCIJIaHTaTa 3a OAHY Ipouenypy. I1pu
IOATOTOBKE MPOTOKOJIA Mbl PacCMaTpUBall pa3JIMYHbIE
n3BecTHhle BapuaHThl MoOwmm3auuu [CK  (Tombko
I'-KC®, MXT u I'NKC®, I'-KCP u miepukcadop),
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B HCCIIEIOBAaHUN BCE MALIMEHTHI MOCTYNAIU IS TIPOBe-
nenus adpepesda 'CK mocne ITXT, uto moxka3bIBaeT coOT-
BETCTBUE HAIIIETO ITOAXONa MEXIYHApOTHOW MpaKTUKE
[7, 8]. OmHako mpuMeHeHMe TIepuKcadopa B HallleM
HCCIIeI0OBaHUU He TToTpedoBanock. Pojb maHHOTO mpemna-
paray JieTeit paHHero Bo3pacTa M ¢ Maccoii Tena 1o 15 Kr
TpeOyeT JabHEeNIIero n3y4eHusl.

B xone nmpouenypsl adpepesa 1 rmocjie Hee Mbl HE CTaIKM -
BQJIMCh C BIU30JaMM TUIMOBOJIEMUM W/WIN TUIIOTCH3UH,
YTO TOBOPUT O O€30MacHOCTHU Ipoueayps [9]. [JaHHbIe 1O
Bo3BpaTy KpoBH (18 n3 30 mauueHTOB BO3BpaT MpoOBeIeH
TOJIKO KPOBbBIO, 0€3 MOIKIYEHMST (hU3MOJOTMUECKO-
T0 pacTBOpa) CBUACTEIbCTBYIOT O €¢ 0e30IacCHOCTHU, UTO
COOTBETCTBYET JIMTepaTypHbIM NaHHBIM [9, 10]. B Hamem
MCCIIeIOBAaHUM ObLIO MOKAa3aHO, UTO Jaxe Yy OOJIbHbIX
paHHETo BO3pacTa M ¢ BecoM MeHee 12 KT ygaeTcs 10CTH -
raTb BBICOKMX ITapaMeTpOB O€30ITacHOCTH, TaKMX Kak
CTaOMJIbHASI TEMOAMHAMIKA, CTAOMIbHBIN YPOBEHb CaTy-
paluu, ageKBaTHBIC PEXMMBI paclpeaeaeHus] aHTUKOA-
TYJISIHTa M KOHTPOJIb 32 pa3BUTHEM LIUTPATHBIX PEaKIIMii.
PesynbraThl HEe OTIMYAIMCH B CPABHEHUH C TTOKa3aTeJISIMU
TPYIIIHI TTAIMEHTOB ¢ Maccoli Tejia 6oee 12 KT.

Hamre uccnenoBaHue moxkasaao BO3MOXKHOCTb cOopa
I'CKy mereit paHHero Bo3pacTa 1 BeCoM JIo 15 Kr Ha cemna-
patope «Cnekrpa OnTua» ¢ NpUMEHEHUEM IIPOrpaMMbl
cbopa MOHOHYKJIEApOB, UYTO COOTBETCTBYET BEIyIIEMY
MupoBoMmy onbITy [10]. OgHako TpeOyeT peleHNsT BOIIPOC
OTHOCUTEJIbHO 0€30I1aCHOCTH MPUMEHEHUS aHTHKOary-
JISHTOB B JETCKOI TpaKTUKE M OIpPEeACICHUS PEeKMMOB
ux nomavyu. B HalleMm mccienoBaHUM OCIOXHEHM, CBSI-
3aHHBIX TIPUMEHEHNEM aHTUKOATYJISIHTOB, BBISIBICHO HE
obuto. OmHAKoO, MO JUTEpPaTypHbIM HAaHHBIM, 3Ta IIPO-
OsieMa XapakKTepHa JJis JETCKON IMOMYJISILIMUA U TpeOyeT
JanbHeimero usydeHus [11]. JInsg mauueHTOB paHHETO
BO3pacTa M ¢ Maccoii Tejla MeHee 15 Kr Mbl TPUMEHSIIIN
2 omMcaHHbIE BhILIE MTPOrpaMMbl COOpa MOHOHYKJIEApPOB,
MO3BOJIMBIIIME TPOMWIAKTUPOBATh TUIIOBOJEMMYECKHIE
OCJIOXHEHHUSI, YTO COOTBETCTBYET MEXIYHAPOIHBIM PEKO-
MmeHpanuam [11, 12].

3akiroyenne

BoimonHenne adepe3oB y mereit ¢ Becom g0 15 Kr
M paHHEro Bo3pacTa SBIsIeTcsl Oe3ormacHoil U 3Ppdek-
TUBHOW MNPOLIEAYPOU MPUA YYaCTUM MYJIBTUIUCIMUILIN-
HapHoOlt KoMaHabl. IlpemokeHHBIE HaMM aJrOpUTM
adepe3a MO3BOMSIET OCYILIECTBUTh KayeCTBEHHBIN COOp
CD34*-xneToK njisl TOCJEIyIOlIero MpOBEAeHUs ayTo-
TI'CK.
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Cnekmp cunopomos u3bbeimouroeo pocma, césazannuvix ¢ mymayueii PIK3CA (PIK3CA- Related Overgrowth Spectrum, PROS), — mepmun,
obGseduHsOwuil pedkue 3a001€6anUs, KOMOPble XAPAKMePUIYIOmMcs NOPOKAMU PA36UMUS U YPe3MEePHbIM pa3pacmanuem mKanei. Smu
HapyuieHus 6vl36aHvl comamuueckumu mymayusamu 6 eene PIK3CA, npouszowedwiumu na smane smopuoeeneza. B cmamove paccmomperv.
namoeeHes, KAUHUHECKAs KAPMUHA, OUAZHOCMUKA U AeveHue OaHH020 CHeKMPa CUHOPOMOS.

B pabome wacmo ucnonb308aHHbIX UALIOCMPAUULL 3AUMCME08AHA, NPABA ABMOPOE YUMEHbL U He HaAPYuleHbl. 3aUMCME06aHIUe PA3PEULCHO
acypHanamu, 20e Obiau ONnYOAUKOBAHbL CIAMbU.

KioueBbie cioBa: cuHapoM n3oeiTouHoro pocra, PROS, nett, ”HruGuTOps! hochaTuInINHO3UTOIA-3-KIHA3BI
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CrieKkTp CMHIPOMOB M30BITOYHOIO pocTa, cBsizaHHbIX ¢ MyTtaiueit PIK3CA. O630p autepatypbl. POCCHITCKUI XYpHAT IETCKOMR
reMarojioruu 1 oHKojoruu. 2022;9(1):29—44.

HNudopmanus 06 aBropax

I'b. CarosiH: HayYHBII COTPYIHUK, BPA4Y-IETCKUI OHKOJIOT JETCKOTO OHKOJIOTMUECKOTO OTAEICHUsI XUPYPIUIeCKUX METOIOB JICUeHUs C TPOBe-
neHueM xumuotepanuu No 2 (omyxojieil TopakoadbaoMuHaibHoM Jokanusauuun) HUUW nerckoit onkonoruu u remaronorun HMUL onkonoruu
uM. H.H. bioxuHa, e-mail: sagoyan-garik@mail.ru; https://orcid.org/0000-0002-7846-3473, SPIN-kox: 6304-0159

W.C. Knelikas: Bpau-naToJioroaHatom mnarosioroaHatomuueckoro otaeaeHuss PAAIKB PHUMY um. H.W. [Muporosa, e-mail: ikletskaya@gmail.com;
https://orcid.org/0000-0002-8552-7682

E.H. WUmanutoB: uneH-kopp. PAH, n.Mm.H., mpodeccop, pyKOBOAUTENb HAy4yHOTO OTIAeia OMOJIOTMU OIyXOJEeBOro pocTa M JiabopaTopuu
MoieKyssipHoit onkoiorun HMULL onkonornu um. H.H. IletpoBa, e-mail: evgeny@imyanitov.spb.ru; https://orcid.org/0000-0003-4529-7891,
SPIN-kon: 1909-7323

10.M. MapeeBa: Bpay-IeTCKUil OHKOJOT KOHCyibratuBHOro otmesneHuss HMUL] ATOU wm. dmutpusi Porauesa, e-mail: 7261610@mail.ru;
https://orcid.org/0000-0003-0652-6049

H.B. XKykoB: a.M.H., npodeccop, PyKOBOAUTEIb OTAESa MYJbTUAMCUMIUIMHApHOW oHkosorun HMMWL ATOU wum. dmutpusi Porauesa,
e-mail: lcancerdoctorl @gmail.com; https://orcid.org/0000-0002-9054-5068, SPIN-koa: 8151-9305, ResearcherID: 1-3833-2018

PA. XarypoB: K.M.H., Bpau-IeTCKMii Xxupypr otaejeHuss Mukpoxupyprum JAT'KB um. H.®. ®dunatosa, e-mail: drkhagurov@gmail.com;
https://orcid.org/0000-0001-7944-8438

A.M. CyneiiMmaHoOBa: HAyYHBI! COTPYIHUK, BPaY-IETCKUI OHKOJIOT IETCKOTO OHKOJIOTMYECKOTO OTIEICHUST XUPYPTUIECKIX METOIOB JICUEHUSI C TTPO-
BeaeHueM xuMuoTeparnuu Ne 2 (oryxosieii TopakoabnoMuHanbHOM okanusaumn) HUW nerckoit onkonoruu u remarosornn HMUL onkonoruun
uM. H.H. BioxuHa, e-mail: aminasuleymanova313@gmail.com; https://orcid.org/0000-0002-5489-1879

Bkianx aBropoB

I.b. CarosH, 1.C. Kneukasi, KO.M. Mapeesa, P.A. Xarypos, A.M. CyneiiMaHoBa: aHaJIU3 HAyYHOTO MaTepuasa, 0030p MmyoIMKaluii [0 TeMe CTaTbH,
MOJITOTOBKA CIIMCKA JINTePATyPhl, HATIMCAHKUE TeKCTa PyKOITHMCH, COCTABIIEHHE Pe3loMe

E.H. Umsinutos, H.B. XKykos, A.M. CyneiiMmaHoBa: HayuHOE pelaKTUPOBAHKUE CTaTbU

A spectrum of overgrowth syndromes associated with the PIK3CA mutation. Literature review
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PIK3CA-Related Overgrowth Spectrum (PROS) refers to rare syndromes, which are characterized by malformations and excessive tissue
growth and caused by somatic mutations in the PIK3CA gene occurring during embryogenesis. This article discusses the pathogenesis, clinical
picture, diagnosis and treatment of these syndromes.
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Bgenenue

PIK3CA-Related Overgrowth  Spectrum (PROS)
(cTIeKTp CUMHIPOMOB WM30BITOYHOTO POCTA, CBSI3aHHBIN
¢ Mmytauueir PIK3CA) — TepMuH, MOpPEIIOXEHHBIA Ha
ceMnHape HallMOHAJIBHOTO WHCTUTYTA 30paBOOXpa-
nenus CIIHA (National Institutes of Health, NIH)
B 2013 . u oObeAUHSIONIMI peaKre 3a001eBaHNsl, KOTO-
pble XapaKTepu3yloTCs TTOPOKaMU Pa3BUTHSI M Upe3Mep-
HBIM pa3pacTaHueM TKaHEW. DTU CUHIPOMBI BBI3BAHbBI
coMaTuiYecKuMmu mytanusimu B reHe PIK3CA, mponso-
LIeIIIMMU Ha 3Tarne amopuoreHesa [1, 2].

DNuAeMHOJIOTHS

YuurtsiBasg peaKoCTb, IIUPOKUN (PEHOTUMUYECKUA
cnexTp u TpyaHocTh auarHoctuku PROS, cBenenus o6
SMUIEMUOJIOTAN 3TOTO 3a00JIeBaHUS KpaitHe cKyaHbIe [1].

IlaTorene3

PI3K/Akt/mTOR — aT0 Kackam MOJIEKYJISIPHBIX peak-
LM, peryJMpyonx 0OMeH BellleCTB B KJIeTKax, UX IUd-
(epeHIIMPOBKY, MUTPALMIO, POCT, XU3HECIOCOOHOCTb,
crapeHue u anonrto3. [TaTosorndeckass akTUBalUs ITOTO
CUTHAJIBHOTO KacKaJa CYATAETCS OMHOMN U3 CaMbIX YaCThIX
MPUYMH HapYyIIEHUH, BEIYIIUX K Pa3BUTUIO OITyXOJIeH,
COCYIMCTBIX aHOMAJIUI ¥ CUHAPOMOB UYPE3MEPHOTO POCTa
(puc. 1) [3, 4]. Heob6xonuMO OTMETUTD, YTO TaHHBII MyTh
B3aMMOJICMCTBYET U C JPYTMMU CUTHATBHBIMU ITyTSIMU,
Bkimoyasi RAS/RAF/MEK/MAPK [3—6].

Crumynsauust  PI3K-Akt-mTOR  ocymecteisiercs
HECKOJIbKUMU MEXaHU3MaMU, OINH U3 KOTOPBIX — aKTH-
BauMst Mosiekyabl PIZK ((pochatuann-uHO3UTOI-3-KU-

Ha3a). Monekyna PI3K — BaXHEWIIUNA PEeryJsaTOPHBIN
0eJIOK, HaXONSAIINICS Ha TIepecedeHUM Pa3IMdHbBIX CUT-
HAJIBHBIX TYTel M KOHTPOJUPYIONINI KITIoueBble (DyHK-
uuun kiaetku [6, 7]. Monekyna PI3K coctout u3s 2 cyob-
ENVHUII — KaTaTUTUIECKON W PEeTYISITOPHON, KaxKaas 13
KOTOPBIX KOJIWpPYETCsl pa3HBIMM TeHamu. B Hacrtosiee
BpeMs BbIIESIOT 3 ocHOBHBIX Tuna PI3K. PI3K tunos 11
u IIT comepxar 3 depmenta (PI3K-C2a, B, y) u 1 dep-
MeHT (hVPS34) cooTBeTCTBEeHHO, a TaKXe IpyIy cepruH/
TPEOHUHOBBIX KMHa3, BKItoyass mTOR [8§—10].

PI3K tuna 1 aktuBupyrorcs peuentopamMu (akropa
pocta TpombouutoB (PDGFR), snuaepmanbHoro dak-
topa pocta (EGFR), uHcynuHomomoO6Horo dakropa
pocta (IGFR) u uncynuna (INSR) [8, 9].

Ien PIK3CA noxanusyercst Ha xpoMmocome 3p26. O
komnupyet 6enok pll0o (kaTanuTuyeckass CyObeIUHULA
Monekyasl PI3K). Myrtaumu B reHe PIK3CA mpuBOmsT
K aktuBaiuu pl10o u gBag0TCS Hanboiee YacTOM Mpu-
YUHOU TUnepcTuMyasuuu PI3K-onocpenoBaHHOTO CUT-
HaJILHOTO Kackaza [6, 8].

Comarnueckne mytanuu B reHe PIK3CA B OOIBITH-
CTBE CJIyYaeB JIOKAIU30BaHbI B 9k30Hax 9 u 20. Haubonee
yactag mytauus B rene PIK3CA — H1047R [2].

Mytanuu reHa PIK3CA ¢ pa3muyHOM 4acTOTO BCTpe-
YalOTCS BO MHOTMX OIMYXOJISIX YeJIOBeKa, BKIIIOYash pak
MOJIOYHOIM 3XeJie3bl, paK MPOCTaThl, KOJOPEKTaIbHBII
pak, pak MaTK{, paK SIMIHUKOB, PaK JIETKOTO, OITyXOJIr
TOJIOBBI U 1IIeU, TUM(OMBI, PaK TTOIKETYTOUHOU Kee3bl,
pak xeyaKa, pak MUIIEBOAA, paK MOYEBOTO ITy3bIps, paKk
IIIMTOBUIHOM >KeJie3bl, paK MedyeHu U riimobsactomy [8,
11].
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Puc. 1. Cuenanvnoiii nyms PI3K u uneubumopst. Adanmuposaro ¢ paspewernus B.T. Hennessy, 2005 [4]
Fig. 1. PI3K signaling pathway and inhibitors. Adapted with permission from B.T. Hennessy, 2005 [4]

AKT: protein kinase B (npomeunxunaza B); AMP: adenosine monophosphate (adenosunmornogocgpam); AMPK: AM P-activated protein kinase (AMP-ak-
muesupyemas npomeunxkunaza);, ATP: adenosine triphosphate (adenosunmpugocgham); BAD: Bcl-2-associated death promoter (accoyuuposarnblil
¢ Bcl-2 npomomop cmepmu); CDC42: Cell division control protein 42 homolog (eomonoe beaxa 42 konmpoas kaemounoeo denenus); ERK: extracellular
signal regulated kinase (kunaza, peeyaupyemas eHeknemouHoim cuenasom);, FKHR: forkhead; GDP: guanosine diphosphate (eyanosundugocgham);
GPCR, G protein-coupled receptor (peyenmop, ceazannviii ¢ G-6eaxom); Grb2: growth factor receptor-bound protein 2 (6eaok 2, céazanHblil ¢ peuen-
mopom paxkmopa pocma); GSK3: glycogen synthase kinase 3 (kunaza 3 eauxoeencunmaszwi); GTP: guanosine-5'-triphosphate (eyanosun-5'-mpugoc-
gam); IRS: insulin receptor substrate (cyocmpam peuenmopa uncyauna); LKBI: liver kinase Bl (kunaza neuwenu Bl); MAPK: mitogen-activated protein
kinase (mumoeen-axmusupyemas npomeunxkunasa); MDM?2: mouse double minute 2 (moiwunsiii 0syxmunymuoiii onkoeer); mTOR: mammalian target
of rapamycin (muwensv panamuyuna maexonumaroujux);, NF-kB: nuclear factor kappa B (sdepnuiii hakmop kanna B); P: phosphate (¢pocgham); PI3K:
phosphatidylinositol-3-kinase; PIK3CA: phosphatidylinositol-4,5-bisphosphate 3-kinase catalytic subunit alpha (kamasumuueckas cybsedunuya anrvgha
docpamudununoszumon-4,5-oucocgham-3-xkunaswr); PIP2: phosphatidylinositol-4,5-bisphosphate (pocchamudununozumon-4,5-6ucghocgpam); PIP3:
phosphatidylinositol-3,4, 5-triphosphate (@pocghamuduaunozumon-3,4, 5-mpugocgpam); PKA: protein kinases A (npomeunxunazer A); PKC: protein kinase C
(npomeunkunaza C); PTEN: phosphatase and tensin homolog (2comonoe pocgpama3zvl u mensuna); RACI: Ras-related C3 botulinum toxin substrate 1 (eny-
mpukaemounslii 6enok); Ras: rat sarcoma; RTK, receptor tyrosine kinase (peuenmop mupozunkutnaswr);, SGK: serum- and glucocorticoid-inducible kinase
(Kunasa, undyyupyemas cbleOpomkol u eaKokopmukoudamu); Src: rous sarcoma; TIE2, angiopoietin- I receptor (peyenmop aneuonosmuna-1).

HecMotpst Ha TO, 4YTO BapyMaHThI MYyTallWil B OIyXOJISIX
U MPU pa3BUTUU CUHApPOMOB U3 rpyrnnbl PROS mpakTu-
YECKM MACHTUYHBI, peYb MICT O COBEPIIEHHO Pa3IMYHBIX
rpyIrax 3aboieBaHuil. B oTmumre oT KapluuHOM, ITPOSIB-
seHus1 PROS He oTHOCSTCSI K KaTeropuu 3710KayeCTBEH-
HBIX HOBOOOpa3oBaHuil. [IprmeuaTeabHO, YTO MyTalluu
PIK3CA, Bemymue K pasutuio PROS, Bo3HuUKaloT yxe
Ha MOCT3UTOTHOM 3Talle, IPU 3TOM Ul HUX XapaKTepeH
MO3aULIM3M.

Takum o6pa3oM, MOCKOABLKY Yy naiueHToB ¢ PROS ren
PIK3CA o0bIYHO TNpeacTaBiAeH MO3aMYHbIM MAaTOT€HHBIM
BapMaHTOM, BOHMKIIIUM de 1ovo, GOJIbIIMHCTBO ITPOOAHIOB
MpeacTaBsIoT cO0Ol eAMHUYHBIE CIydyau B cembe 2, 3].

Knaccudpukanus
B PROS Broizensitor 3 00Jibliine rpyInbl 3a00J1eBaHUIA.
K 1-ii kaTeropuu OTHOCSTCS CUHIPOMBI, CBSI3aHHbBIE

¢ M30BITOYHBIM POCTOM TKaHEl; KO 2-ii — COCyIUCThIe
ManbpopMaluuu, a K 3-it — 3abosieBaHUs 0€3 COCYIUCTBIX
manbpopMmauuii. [TogpodHas knaccudukays npeacTan-
JieHa B Ta6n. 1 [2, 12—17].

B pamkax auTepaTypHoro o6G30pa MBI IIpUBEIEM
B IIPUMeEP HECKOJIbKO CMHAPOMOB.

Cundpom CLAPO (Capillary malformation of the
lower lip, Lymphatic malformation of the face and neck,
Asymmetry of the face and limbs, and Partial or generalized
Overgrowth) (OMIM #613089) (puc. 2) — peaKoe cocyau-
cToe 3aboJieBaHue, BriepBbie onrcaHHoe B 2008 I, KoTo-
poe BKJIIOYAeT: KaIWLISIPHYI0 MalbhopMalnuio HUKHEM
ryobl, auM@aTuyeckyio MajlbopMalluio Julia U IlIeu,
ACUMMETPUIO JIMLIa U KOHEYHOCTE!, YaCTUYHOE WU FeHe-
panu3oBaHHOeE pa3pactanue [18, 19].

Cundpom CLOVES (Congenital Lipomatous
Overgrowth, Vascular malformations, Epidermal naevi,

0630pb! nuTepatypbl // Literature reviews
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a 6 n A.lL. Alomari B 2009 1. (puc. 3). JlaHHBII CHHIPOM XapaK-
TEepU3YETCS TUTTOMATO30M (MHOXKECTBEHHOE pa3pacTaHue
KMPOBOI TKaHM), TUMNepTpodueit, acumMMmeTrpueil Teja
¥ KOHEYHOCTEM, HAIMYMEM COCYIUCTON Maibdopmauu
(kanmusipHasi, BeHO3Hasl, apTepUOBEHO3Has, JuMda-
TUYecKas), HaJu4drMeM SIIHUAePMalbHOTO HEByca U CKO-
JIMO30M WJIM JIPYTMMU aHOMAJUAMU Pa3BUTHUS CKeJleTa
[20—-22].

Cundpom  Kaunneas—Tpenone (Klippel—Trenaunay
Syndrome) (puc. 4) — 3T0 peakoe, TSKeI0e, BPOKICHHOE
cocyaucToe 3abojieBaHue, OTHOCSILEeCs K TPyIe KOM-

Puc. 2. Pebenok ¢ cundpomom CLAPO: a — kanuasspuas mansgopmayus GUHIPOBAHHBIX COCYIUCTHIX MATbOPMALIHii. 3a60meBa-

HUdICHell 2y0bl; 0 — acummempuyHvle QuUONemOB0-MaKYAAPHbIE oYdeu HA

npaeoii 2onenu, yeeauenue duamempa zonenu [ 19] HUE MMEET 3 XapaKTePHbIE OCOOEHHOCTH:

Fig. 2. Child with CLAPO syndrome: a — capillary malformation of the lower L. [TosiBeHre Ha KOXe (dalle Ha MOPaXCHHOM
lip; 6 — asymmetric violet-macular lesions on the right leg, an increase in the KOHEYHOCTH) KaIWJUIIPHON MajbpopMaluu («BUHHbBIC
diameter of the leg [ 19] HHTHa») (CM. puc. 4).

Scoliosis/skeletal and spinal syndrome) (OMIM #612918) 2. Tumeprtpodust KOCTeil i MATKUX TKaHEH, KoTopast

O6bul HesaBucuMo omucaH J.S. Saap et al. B 2007 r. TPOABJIACTCA B TEHEHUE IICPBLIX MECALIEB WM JIET XKU3-

Tadmma 1. Knaccugurayus 3a6oaesanuii, ceszannvix ¢ PIK3CA [13]
Table 1. Classification of diseases associated with PIK3CA [13]

3aboseBanus, cesa3annbie ¢ PIK3CA
PIK3CA-related disorders

3aboaesanus 6e3 cocyoucmoix marvhopmanuil,
cesazannste ¢ PIK3CA
PIK3CA-related Nonvascular Lesions

Cocyoucmote maavghopmayuu, ceszannsie ¢ PIK3CA
PIK3CA-related Vascular Malformations

IIpocTeie cocyaucTbie MaTbGOpMALIIN:

CLAPO-cuHapom Simple vascular malformations: J1oO6poKayecTBEHHBIM TUXSHOUIHbBII KepaTo3
Syndrome CLAPO - Common (cystic) LM Benign lichenoid keratosis
- Common VM
KoMOMHMpOBaHHBIE COCYIUCTBIE MaIb(hOpMaIIUK:
CLOVES-cunnpom Combined vascular malformations: DnuaepMaibHBI HEBYC
Syndrome CLOVES -LVM Epidermal nevi
- CLVM
CHO)KHHP’. HHMQ)aTquC.KMe AHOMAITHIH: OuaroBasi KOpTHUKaJIbHasI TUCTLIA3KsI
DCMO Complicated lymplixznc anomalies: Focal cortical dysplasia
DMEG CScharmhec Keratoses.
FAO/HHML
FAVA
FIL
HMEG

Cunnpom Knunnens—TpeHoHe
Klippel—Trenaunay syndrome

LON
MakponakTuaus
Macrodactyly
MCAP/M-CM

MpbllIeyHast reMUTUIepTpobust

Muscular hemihypertrophy
|
IIpumeuanue/Note. CLAPO: capillary malformation of the lower lip, lymphatic malformation of the face and neck, asymmetry and partial/generalized overgrowth
(kanuaasipras mansopmauusi HuxCHel 2y0bl, AUMPamu1ecKas Marb@opmayus AUya u weu, acuMmMempus U 4aCMUu4HOe/2eHepaIU308aHHOe PA3PaAcmanue);
CLOVES: congenital lipomatous overgrowth, vascular malformations, epidermal nevi, scoliosis/skeletal and spinal (6poscdenroe aunomamosroe paspacmanue,
cocyoucmole Matsgopmayuu, 3nUdepmanbHble Hegycol, ckoauos/ckesemusie anomaruu); CLVM: combined capillary-lymphatic-venous malformation (kom-
OUHUPOBAHHAS KANUANAPHO-AUMPamutecKo-6eHo3Has manrvghopmauus), DCMO: diffuse capillary malformation with overgrowth (Oughghysnas kanurnspras
manvhopmayus ¢ paspacmanuem);, DMEG: dysplastic megalencephaly (ducnaacmuueckas meeanrsnuepanus);, FAO/HHML: fibroadipose hyperplasia or
overgrowth/hemihyperplasia-multiple lipomatosis (pubpo3no-scuposas eunepnaazus uau u30bIMO4HbLIL POCM,/2eMUUNEPNAAZUL-MHONCECHBEHHBLI NUNOMA-
mo3); FAVA: fibroadipose vascular anomaly (gpubposno-icuposas cocyoucmas anomanus); FIL: fibroadipose or facial infiltrating lipomatosis (¢pubpoaduno-
3HbL U uHGUALMpUpYouui aunomamos auua); GLA: generalized lymphatic anomaly (eenepanuzoeannas aumpamuueckas anomanus);, HH: hemihyperplasia
(eemueunepnaasus); HMEG: hemimegalencephaly (eemumezansnyepanus); LM: lymphatic malformation (numgpamuueckas manvgpopmauus); LON: lipomatosis
of nerve (aunomamos uepea); LVM: combined lymphatic-venous malformation (kombunuposannas aumgamuuecko-eeHo3nas marvghopmayus);, MCAP:
megalencephaly-capillary malformation (meeansnyepanus-kanunaapnas marsghopmayus); VM: venous malformation (6enoznas manrvghopmayus).
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Puc. 3. Pebenok c cunopomom CLOVES: a — 6oabuioe aunomamosHoe oopa-
308aHUe MYA0BUWA, KOMOPOE PACAPOCIPAHAEMCS HA OKPYICAIoUjUe mKa-
HU, U HaAu4ue Kanuaisproll masvgopmayuu; 6 — MaKkpoOaKmuaus 1e6oi
cmonwt [22]

Fig. 3. Child with CLOVE syndrome: a — large lipomatous mass of the
trunk that extends to the surrounding tissues and the presence of a capillary
malformation; 6 — macrodactyly of the left foot [22]

HuU. Bo3HuKaer yaiiie Bcero B HUXKHUX KOHEYHOCTSIX, HO
MOXeT 00HapyXMBaThCs Ha pyKax, JIMIIE, OJIOBE, TYJIO-
BMIIIC U JaXKe BHYTPEHHUX OpraHax. Y TaKuxX MallieHTOB
TTOSIBJISIIOTCST 3KaJI00BI Ha OO0JIM, YyBCTBO TSIKECTH U OTpa-
HUYEHUE NBIKEHUI B IOpakeHHO# obiactu. OTMeda-
eTCsl YIJIMHEHUE WIM YKOPOYECHUE JUIMHBI IMOpaXkKeHHOMI
KOHEYHOCTH, YTO MOXKET IMPUBECTH K ITPOOJIeMaM C XO/b-
0oit.

3. TlogBineHue BEHO3HON (BapUKO3HOE pacCIIU-
peHre 3MOPHMOHAJIBHBIX M TOBEPXHOCTHBIX BEH) W/WIN
JuMbaTIecKoi Majib(opMalivii, MHOTIAa B COYETAHUM
¢ ntumdenemoii (puc. 5) [23, 24].

lucronormyeckass kapTuHa cuHapoMa Kourmmens—
TpeHOHe npeacTaBiieHa Ha puc. 6, 7.

FAVA (FibroAdipose Vascular Anomaly) — penkas
cocynucTas aHOMaJiMsi, HauboJyiee pacipoCTPaHEHHBI-
MM €€ CUMIITOMaMU SIBJISIIOTCS CHJIbHAsi 00Jb M TPYI-
HOCTU C JBMXEHMEM B IIOpPaXKeHHOW KOHEYHOCTH,
a TakXe KOHTpakKTypbl (Hampumep, (UKCHUPOBaH-
HOe CcrMbaHWe PYKWM WJIM CrubaHue TOJIEHOCTOITHOTO
cycTaBa) M He3HAYMTEIbHOE yBeJIMYEHUE KOHEYHOCTHU

Puc. 4. Boavwoe, uemxo ouepuenrnoe, memMHo-KpacHoe, 2e0epaguueckoe
cocyoucmoe NAMHO HA AAMEPANbHOL NOGepXHOCMU Aeeo2o b6edpa (gomo
83amo ¢ UpToDate, npedocmasnero ons ucnoavzosanus llona Frieden, MD)

Fig. 4. Large, well-circumscribed, dark red, geographic vascular patch on
the left lateral thigh (photo taken from UpToDate, courtesy of llona Frieden,
MD)
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¢ BUIMMBIMU BeHaMmu (puc. 8). [ucronoruuecku (puc. 9)
FAVA nipencrasisieT co00if MHOTOKOMITOHEHTHOE BHY-
TPUMBIIIEYHOE 00pa30BaHUEe, UMEIOIIee B CBOCI CTPYK-
Type (pUOpO3UPOBAHHYIO COCTMHUTEIbLHYIO U XXUPOBYIO
TKaHM, a TakKXe COCYOMCThIii KomIoHeHT. IlaToso-
TMYECKHUE COCYAbl MPEACTaBACHBI 3KTa3MpPOBaHHBIMU
BEHAMH, MHOTOUMCJICHHBIMM apTEepUsSIMM C KOHIICH-
TpUYeCKO# rurepTpodueil CTeHKM, 9KTa3upOBaHHBIMU
TOHKOCTEHHBIMU TOJHOKPOBHBIMU KPOBEHOCHBIMU
cocyldaMu, pPacIojiOKeHHBIMM KOMITaKTHO, U JuMd®a-
TUYECKUMHU cocymamMu. OTMedaloTcs NepUBaCKYJIsIp-
HBIN OTEeK U o4yaroBas JUMbouMuTapHas NHGWIbTPaLIUs
¢ dopMupoBaHueM (HOJUIMKYIONOAOOHBIX CTPYKTYP.
YacTo mpucyTCTBYIOT «BMYPOBAaHHbIE» HEPBHBIE CTBO-
Ky [25-27].

MCAP  (Megalencephaly-capillary =~ malformation
syndrome) — CMHIPOM MeTalsHIehaTNN-KaTUUIIPHOK
Masb(OpMalld BKIIOYAaeT MHOXKECTBO XapaKTepPUCTHK,
KOTOpBbIe HAOMIOMAIOTCSA IIPU POXICHWU, B TOM 4YHUCJIE:
KOXXHBIE COCYIMCThIe Mab(popMauu, 0COOEHHO KaruJ-
JIsipHble MajbdOopMalUM JIUla U MPaMOPHOCTb KOXU,
MOJUAAKTUINIO, IMCIUIA3UI0 COCAUHUTEIBHON TKaHU
M OYAroBbIA WM CETMEHTApHbI M30BITOYHBINA POCT.
Kpome Toro, MCAP nHorna MoxXeT ObITh CBSI3aH C aCUM-
METPUYHBIM YBEJIMYEHUEM TOJIOBHOTO Mo3ra (reMume-
rajsHuedanueii), a Takke cerMeHTapHbIM U30BITOYHBIM
poctoM Tena (remuruneprpodust) [28].

Kmaugeckue nposiBinenusi PIK3CA-Related Overgrowth
Spectrum

PROS nmMeeT mMpoKuii CrieKTp KIMHUYECKUX MTPOSIB-
JICHU#, MpU 3TOM 3 M3 HUX MpPEACTaBIsSIIOTCS Haubosee
BaXXHbIMU (cM. Taou. 1) [1, 2, 29]:

1. HW30bITOuHBII  pocT/pa3pacTaHue XKUPOBOIA,
MBIIIEYHOM, HEPBHOM WM KOCTHOM TKaHeil — B 0OJb-
IIMHCTBE CIy4YaeB SBJISIETCS BPOXICHHBIM WM Pa3BU-

Puc. 5. boavuwoe, eeoepaguueckoe, kpacHo-ghuosemosoe cocyducmoe nsam-
HO € MHOJICECBOM MEAKUX COCYOUCMbIX NY3bIPbKO8 C 8APUKO3HBIM PACUIU-
peruem ger (pomo 3amo ¢ Up ToDate, npedocmasneno 045 UCHOAb308AHUS
llona Frieden, MD)

Fig. 5. Large, geographic, red-purple vascular patch with multiple small
vascular vesicles presenting with varicose veins (photo taken from UpToDate,
courtesy of llona Frieden, MD)

0630pb! nuTepatypbl // Literature reviews
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Puc. 6. Uz66imounsiii pocm dcuposoii mkanu. 3peaas xucuposas mKaHb,
paszdenenHnas Ha 00AbKU WUPOKUMU COeOUHUMENbHOMKAHHbIMU Cenmamu
(oKpacka eemamokcuauHom u 203unom, < 150) (homo uz auurnoeo apxuea
HU.C. Kneykoit)

Fig. 6. Lipomatous overgrowth. Mature adipose tissue, with wide fibrous
interlobular septae (stained with hematoxylin and eosin, < 150) (photo from
the personal archive of 1.S. Kletskaya)

Puc. 7. Komoéunuposannas cocyducmas mansgopmayus, codepicaujas
pasHoKanubepHvle apmepuanbHbie, GeHO3Hble U AuMpamuyeckue cocyobl
(okpacka eemamoxcuaunom u 303unom, < 200) (homo uz auurnoeo apxusa
U.C. Kneukoii)

Fig. 7. Combined vascular malformation, composed of arterious, venous and
lymphatic vessels (stained with hematoxylin and eosin, x 200) (photo from
the personal archive of 1.S. Kletskaya)

BaeTcsl B paHHEM IMOCTHaTaJibHOM Tmiepuoae. Haubonee
YacTO OTMEYAETCs B TOJJOBHOM MO3I€, a TAKXKE Ha KOHEeY-
HOCTSIX (BKJII0Yas MajibLbl pyK U HOT), TyJIOBUILE (OpIOLI-
Hasl OJIOCTh U IpyaHas KJjieTka) u auue. OMHOCTOPOHHUIA
MPOLIeCC BCTPEUYaETCs Yalle, YeM JBYCTOPOHHUIA.

2. Cocynuctblie MajbhopMaluy, BKIOUas Karui-
JISIpHbIE, BEHO3HbIE, apTEPUOBEHO3HbIE WU JuMdaTrie-
cKue.

3. KoxHble NposBiaeHUSs, BKJOYas SMUACPMalib-
HbIe HeBYCHI (puc. 10) ¥ rMNepnUrMeHTUPOBAHHbBIE MSITHA.

K apyrum mnposiieHusim PROS MoxHO oOTHecTu
HaJIMYMe eNVMHUYHBIX WIM MHOXECTBEHHBIX aHOMAaWii
MaJbLIEB PYK WIN HOT (HAIpUMEDP, MAaKPOIAKTUIUS, CUH-
MAKTUIUS, TONUIAKTUINS, 1IeJIb MEXTY TalblaMU HOT),
MOPOKU Pa3BUTUS MOYEK, a TAKXKE 0YaroBOe yBEIUYEHUE
pa3MepoB roIoBHOTO Mo3ra (¢ poKaabHON KOPTUKATBLHOM!
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Puc. 8. Maenumno-pesonancnas momoepagus maekux mxauei 1200U4HOU
obaacmu (gpomo u3 auuno20 apxuea). B cmpykmype 604buloli 5200u4HOL
MbIUYbl  CNPAGA  GU3YAAU3UPYEmcs OONOAHUMENbHOe HO8000pAa308aHue
HenpasuNbHOU GblMAHYMOU POPMbL, HCUOKOCMHDBLI, JHCUPOBOL U cOCyOu-
CMblil KOMHOHEHMbl CMPYKMYpbl ¢ 0OCMAMO4YHO YemKUMU KOHMYpamu,
pasmepamu 0o 50 X 13 x 30 mm, 6e3 npusHaKos nepughoKarbHo2o omeKa.
Ha ¢one konmpacmmoeo ycunenus ommevaemcs HaKonaeHue KOHMpacm-
H020 npenapama 3a c4em cocyoucmozo KOMROHeHmMa

Fig. 8. MRI of the soft tissues of the gluteal region (photo from the personal
archive). In the structure of the right gluteus maximus muscle, an additional
neoplasm of an irregularly elongated shape, liquid, fat and vascular
components of a structure with fairly clear contours, up to 50 % 13 %< 30 mm in
size, without signs of perifocal edema, is visualized. Against the background of
contrast enhancement, accumulation of the contrast agent due to the vascular
component is noted

nucruiasveit i 6e3 Hee) (puc. 11), BKIoyass reMumMe-
rayHiedanno, GoKaabHYI0 KOPTUKATbHYIO AUCILIA3UIO,
JNUCTUIACTUYECKYIO MeraaHI1ehaluo.

Y HeKOTOphIX MAllMEHTOB MOIYT OBITh CKOJIMO3, aHO-
MaJIMM TI03BOHKOB, TOPOK Pa3BUTUSI TMO3BOHOYHMKA
(Spina bifida) u/vunu aHoManuM TPYIHON KIETKU, TAaKXKe
y psiia OOJIbHBIX MOXET OTMEUaTbCsl TUMEPMOOUIBLHOCTD
CYCTaBOB M3-3a AUCIUIa3UU COEAUHUTENbHOI TKaHU [22].

K penkum nposineHusiMm PROS oTHoOCSTCS TUNONIM-
KeMUsl, THIIOTUPEO3 U 1e(ULIUT TOpMOHa pocTa [22].

B 3aBucumoctu ot criektpa nposisieHuin PROS Boige-
JISIIOT 2 Kateropuu 3abojeBanuii [22, 29, 30]:

1. U3onupoBaHHbIE — MOPOK Pa3BUTUS B OMHOMN TKaHU
Wi opraHe (taou. 2).

2. CuHIopoMajbHble — HaJlyude M30BITOYHOIO pocTa
U, MO KpaliHeit Mepe, 2 MopoKa pa3BUTUS B 2 cUcCTeMax
(Tabn. 3).

PIK3CA-Related Overgrowth Spectrum u omyxoJin

B enMHWYHBIX KIMHUYECKUX CIydasiX olmrcaHa acco-
mmauuss PROS co 31okayecTBeHHBIMU omyxossiMu |31,
32], B OOMBIIMHCTBE Cy4YaeB TaKMMU, KaK HedpobiacTo-
Ma. Takke ObLIO 3aperucTpUPOBAHO HECKOJIBKO MallMeH-
ToB ¢ PROS, y KOTOpBIX pa3BUIUCH APYTHE BUIbI OHKOJIO-
ruueckux 3adojieBaHuii: gerikeMust (y Jaull ¢ (PEHOTUIIOM
MCAP), BectuOyjsipHasi IIBaHHOMaA, PeTHMHOOJAacTOMa
[33-35].

B Hacrosiiiee BpeMsi HEIOCTaTOYHO JaHHBIX, UYTO-
Obl C YBEPEHHOCTBHIO TOBOPUTb O KOPPEISIIUM MeEX-
ny PROS wu pasBuTueM OTHX TUIIOB HOBOOOpa3o-
BaHuii. BeposiTHee  Bcero, JmaHHbIE  COOOIIECHMS
MpeacTaBsioT coboit peakoe coueraHue PROS ¢ omyxo-
JISIMU.
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Puc. 9. Quobpo-adunosnas eackyaspras anomanus. B okpyscenuu ckeaemuoil Molule4HOU MKAHU Onpedenstomcs MOHKOCIeHHble NOAHOKPOGHble KPO-
BeHOCHble COocyObl (36€300uKa), MeaKue apmepuu ¢ eUunepmpopUPOBAHHbLIMU MbIUEHHBIMU CeHKamu (Kpye), aumgamuqeckue cocyosl (mpeyeoabHUkK),
pacnonodcertvle cpedu uoposHoll u xucuposoli mxanu (cmpeaxa). OKpacka 2eMamoxKcuisuHoM U 303UHoM, yeeauvenue X 100 (ghomo uz auunoeo apxuea
U.C. Kneukoii)

Fig. 9. Fibro-adipose vascular anomaly. Surrounded by skeletal muscle, there are thin-walled blood vessels (asterisk), small arteries with concentric hypertrophy

of muscular wall (circle), lymphatic channels (triangle) among fibrous and adipose (arrow) tissue. Stained with hematoxylin and eosin, magnification x 100
(photo from the personal archive of I.S. Kletskaya)

Puc. 10. Dnudepmanvhoiii Hegyc. Inudepmuc ¢ 8bipaANCEHHBIM SUNEPKEPAMO30M ¢ OPMUPOBAHUEM KePAMUHOBbIX KUCM, NANUALOMAMO30M, AKAHMO30M.
Okpacka eemamokcuaurom u 303urom, X 100 (pomo u3 auunoeo apxusa U.C. Kaeukoii)

Fig. 10. Epidermal nevus. Epidermis with prominent hyperkeratosis with multiple keratin-filled cysts formation, papillomatosis, acanthosis. Stained with
hematoxylin and eosin, %< 100 (photo from the personal archive of L.S. Kletskaya)
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Puc. 11. @Qoxasvnas kopmukanrvuas ducnaazus, mun IIb: a — wuapy-
wenue UumoapxumeKmoHuKyu Kopbl 20106H020 Mo3ea (OKpacka eema-
mokcuaunom u 3o3unom, *x 100); 6 — nasuuue 6 bGenom eeujecmee
JucmMopguuHbIX HEUpOHO8 U OaNIOHHbIX KAemOK (0Kpacka eemMamok-
cununom u s03unom, *x 300); ¢ — axcnpeccus Neurofilament ¢ ducmo-
puunom Heiipone (% 400); e — axcnpeccus Vimentin é yumonnazme
oannonnvix Kaemok (% 400). Cayuaii npedocmaesen A.Il. Illlexmman,
O.B. Pomanosoii

Fig. 11. Focal cortical dysplasia, type 11b: a — disruption of cortical lamination
(stained with hematoxylin and eosin, x 100); 6 — presence of dysmorphic
neurons and balloon cells in white matter (stained with hematoxylin and
eosin, x 300); 6 — Neurofilament expression in a dysmorphic neuron (% 400);
2 — cytoplasmic Vimentin expression in balloon cells (x 400). Courtesy of
A.P. Shechtman, O.V. Romanova

JInarHocTuka

Juarnoctuka PROS TpeOyeT TIIaTETHLHOTO ITOAXO-
Ima K obciemoBaHUIO TamueHTa. [lpm HecBoeBpeMeH-
Hoi1 TmocTaHOBKe muarHo3a PROS yBemmumBaercst puck
ociaoxHenuit [1, 2, 6, 35—38].

K ocnoxHeHHMAM OTHOCAT TsDKedable (DYHKIIMO-
HaJIbHBIC HApyIIeHUsI, 0OJIEBOM CHHIPOM, COCYIHCTHIC
OCJIOKHCHMSI, KOAaryJIomaTUM WIM H3MEHEHUS Koary-
JISSUMHM, KPOBOTEUCHUSI, TPOMOOIMOONNMIO, WHMEKIINN,
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HEBPOJIOTUYECKUE OCJOXHEHUSI, BEHTPUKYJIOMETAINIO
WIM Tuapornedannio, 3KTOMUI0 MUHIAJIUH MO3XKeuKa,
cHaBJICHME CTBOJIa MO3Ta, CYAOPOTH, 3aAePXKKY pa3BUTHSI,
TUIIOTOHMIO, TOpaxkKeHUsT KOXU, MOYEITOJOBON CHUCTe-
MBI, KEeIyIOYHO-KHUIIIEYHOIO TpaKTa WIM SHAOKPUHHOMN
cucTeMbl/o0MeHa BelecTs [2, 36—38].

B 2013 r. nHa cemunape NIH Oblin pa3paboTaHbl
JuarHoctuyeckue kpurepuu A u B [2]:

A) 2 1 6osee U3 caeayoIIX CUMIITOMOB: pa3pacTaHue
XUPOBOU, MBILIEYHOU, HEPBHOM MM KOCTHOM TKAHEM;
cocyaucThie Maabdopmanuu (KanuwiIsipHble, BEHO3HbIC,
apTepUOBEHO3HbIE, JMM(ATUUYECKNE); STMUAePMaTbHBIIN
HEBYC.

B) xots ObI 1 U3 claenyrOIIMX CUMITOMOB: MaKpOJdaK-
TWIMS, pa3pacTaHyue TKAaHEW KOHEYHOCTEM; pa3pacTaHUue
TKaHell B a0JIOMMHAIbHOM 00JIaCTU; pa3pacTaHUE XXKUPO-
BOIl TKaHM TYJOBHUIIA; KPYITHbIE COCYAUCTHIE Maabdop-
MalliM; TeMUMeTaJdHIedannus Wi IUCIIacTUYecKast
MeransHuedanus, uin QokaiabHas KOpTUKaJabHas IUC-
TUIa3Us; SIMUAePMaIbHBII HEeBYC.

MouJieKyasipHas JMATHOCTHKA

3a mpoienime HeCKOJbKO JIeT 0aromapsi pa3BUTHIO
METOIOB MOJIEKYJISIPHO-TEHETUYECKOIO TECTUPOBAHUS
cTaja OYEBMIHON CBS3b Pa3IMUHBIX TeHETUYECKUX COOBI-
TUI C CHHAPOMAaMU, XapaKTePU3YIOIIMMMCS U30BITOUHBIM
poctom [39—41].

B 2011 r. 6610 OOHAPYKEHO, YTO B IMaTOTeHEe3e CUH-
npoMa IlpoTes jexaT aKTMBUPYIOLIME COMAaTUYECKME
mytauun AKTI. JlanpHeiiliee u3ydeHUe MyTallMid CUT-
HanbHBIX 0eakoB myTu RTK/PI3K/AKT/mTOR mo3Bo-
JIMJIO OMPEASTUTh B3aMMOCBSI3b MEXIY IIEJbIM PSIOM
CUHIPOMOB, XapaKTePU3YIOIINXCS M30BITOUHBIM POCTOM
[2, 40, 42—44]. Myrauuu B teHe PIK3CA otHOCSTCS
K IIOCT3UTOTHBIM MYyTallsIM, BO3HMKAIOIIMM Ha paH-
HUX CTaausX 3MOpHOreHe3a, OHU 3a4acTylO IIPUBOMIST
K MO3auuHbIM (popMam 3aboseBaHMsI. B cBoro ouepens,
MO3auIIM3M XapaKTepu3yeTcsl HaaududeM TeHEeTHMYEeCKU
pPa3IMYHBIX KJIETOYHBIX ITOMYJISILMMA, MMEIOIIUX 00Iee
npoucxoxaeHue [45]. bnaromapst JaHHBIM XapaKTepu-
CTUKaM MoJieKynsipHasa nuarHoctruka PROS compstkeHa
¢ psnoM TipoOsieM. OOHONM M3 HUX SIBJISIETCS XapaKTep
OMOJIOTMYECKUX O00pas3lioB, T. €. OIpenejeHue OITHU-
MaJbHOI TKaHM sl ouoricuu. I1pu Mo3anyHbIX hopMax
3a00JieBaHUM AETEKIUSI MyTallMii 3aBUCUT HE TOJbKO OT
cneurduueckux 3PEHEeKTOB ITOM MyTalluK, HO TaKXKe OT
ee pacrpeneneHus B TKaHU. [ToaToMy uaeHTUDUKALINS
COMAaTUYECKOM MyTallMM HU3KOTO TUTPa MOXET MOTpe-
0oBaTh HOBBIX AHAJUTUYECKMX METONIOB, 0OJIaZaIOIINX
0oJiee BBICOKOIl YYBCTBUTEIBLHOCTBIO B CPaBHEHMHU CO
CTaHIAPTHBIMM METOAaMU T€HETUYECKOTO TeCTUPOBAHUS
[2, 11, 22,41, 45].

Marepuanom st uccienoBanuss PIK3CA sBasgercs
oOpasell TMOpaXeHHOM TKaHM (KoXa, JUIIOMAaTO3HbBIE
paspactaHus U T. 1.) [2]. s mpoBeaeHUs McCieT0BaHus
MOXET OBITh MCIIOJIb30BaH MaTepuai, (PUKCUPOBAHHBIN
dbopmanuHom u 3anuThiii B mapacduH (FFPE) (mapadu-
HOBBII 0J10K) [2, 41].
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Ta6muna 2. [Iposeaenus uzoauposannoi oopmut PROS [22]
Table 2. Selected isolated PIK3CA- Related Overgrowth phenotypes by affected organ or tissue [22]

OpraH WM TKaHb ®eHoTHI KommeHnTapwmii
Organ or Tissue Phenotype Comment

TemumeranaHiedanus: ucria3us roJloBHOrO
Mo3ra, 00yCJIOBJIEHHAs YHUJIaTepaJIbHBIMK HapyIie-
HUSIMU HEMPOHHOM MUTPALK U TTposdeparinu,
Pe3yJIBTaTOM KOTOPBIX SIBJISIETCSI OMHOCTOPOHHEE
JUCILTACTUYECKOE YBEJIMUSHKE OTHOM 13 reMucep
Hemimegalencephaly: brain dysplasia caused by
unilateral disorders of neuronal migration and
proliferation, resulting in unilateral dysplastic
enlargement of one of the hemispheres

KorHutuBHbIe HapyIIEeHNs U HAPYIICHUST Pa3BUTHS
Cognitive and developmental disabilities
Yacro ciyyaroTcst Cygoporu
Seizures are common
MoryT npuCyTCTBOBaTh OYaroBble HEBPOIOTUUECKIE HAPYLIICHNUST
Focal neurologic deficits may be present
AcuMMeTpUs JuLa
May result in facial asymmetry

Tune I, 11, T1T*
Types I, 11, 11T*
M30BITOUHBI POCT MEHEE BbIPaKEH, YeM MPU reMUMeTaIdHIedaTum
Overgrowth not as exaggerated as in hemimegalencephaly
MozxeT IPUCYTCTBOBATH SMUJICTICHSI, HE KOHTPOJIMPYyeMast JIEKAPCTBEH-
HBIMU TIperiapaTaMmu
%2?,%2223% May — epilepsy, which may be refractory to medications if childhood onset
KorHutnBHBIC HapyIICHUS
Cognitive impairment

OTcTaBaHue B pa3BUTUN
Developmental delay
YacTo TsoKesast SMMJIETICHS B ITEPBbIe HECKOJIBKO MECSIIIEB KU3HHI
Frequently severe epilepsy w/in Ist few months of life
MoryT pUCYTCTBOBATh OYaroBbie HEBPOJIOTUUECKIE HAPYIIIEHNUST
Focal neurologic deficits may be present

®DokanbHast KOPKOBAsT TUCILIA3US
Focal cortical dysplasia

DMEG: ouyaroBblii U30BITOYHBII POCT TOJJOBHOTO
MO3Ta C KOPKOBOH ANCIUIa3Ueii; KOPKOBAs TUCTIIA-
3UST MOXET OBITh IBYCTOPOHHEM
DMEG: focal brain overgrowth w/cortical dysplasia;
cortical dysplasia may be bilateral

OIHOCTOPOHHSISI TUITEPTPOGhUST MSITKUX TKaHEH JTrIa
(yare Bcero 11eKun) ¢ XUpoBOil MH(MWIBTpaL et
NnbunsTpupyloniuii 1mnomMaros auma Unilateral hypertrophy of soft tissues of the face (most commonly cheek)
Facial infiltrating lipomatosis w/underlying fat infiltration
MoxXeT BKJTI04aTh KOCTHYIO TMIIepTpoduio
May include bony hypertrophy

MosxeT BKITI0YaTh BCIO KOHEYHOCTb, YaCTh KOHEUHOCTH WJTH TOJIBKO
KHCTb WM CTOIY (aKpaJIbHOE pa3pacTaHue)
May include whole limb, part of limb, or only hand or foot (acral overgrowth)
MoxeT mopaxartb MSITKKe TKAHU, MBILILIBI U/WIN KOCTH
May involve soft tissue, muscle, and/or bone

Temurunepriasus
Hemihyperplasia

MoxeT nopaxatb > | majiblia Ha pyKe Win HOTe
MakponakTuius May affect > 1 digits on hand or foot
Macrodactyly MoxeT nmopaxatb MSTKIE TKaHU, MBILILIBI 1/MJIN KOCTH
May involve soft tissue, muscle and/or bones

Dubpo3HO-KUPOBaAst TKAHB C PACIIMPEHHBIMU BeHaMU ((h1e0oKTa3us),
3aMEHSIIOIIAst MbIIIIEYHbIE BOJIOKHA
Fibrofatty tissue w/dilated veins (phlebectasia) replaces muscle fibers
Benosnast wim immdaruueckas MaibhopMaliis ¢ HI3KUM KPOBOTOKOM
Low-flow venous or lymphatic malformation
Mo3XeT MpOSIBIISATLCS B BUIE OOJIE3HEHHOTO YIUIOTHEHMSI, KaK MPaBUIIo,
B UKPOHOXHOM MBIIIILIE
May present as painful lump, typically of the gastrocnemius
MoxeT OBbITh CBSI3aHO C THUTbHBIM CTOaHMEM TOJICHOCTOITHOTO CyCTaBa
U1 KOHTPaKTYpOWi TOJIeHU
May be associate w/ankle dorsiflexion and calf contracture

Koneuqnocrn Dubpo-anuosHast BACKYJISIpHast aHOMAaJTUST
Limb Fibroadipose vascular anomaly

VYBeuueHue GuOPO3HO-KMPOBOI TKAHU U KOCTHBIE pa3pacTaHus
B 00J1aCTH HepBa (HarpyMep, BEPXHUX MJIA HYKHUX KOHEYHOCTSIX, KUCTei
U CTOI) C YBETMYEHUEM JUTMHBI U OKPY>KHOCTHU MeprhepuiecKoro Hepsa
Fibroadipose tissue enlargement & bony overgrowth w/in a nerve territory
(e.g., upper or lower limbs, hands and feet) w/% length & circumference of
peripheral nerve
Poct MOXeT GBITh CTATUYECKUM (ITPOTIOPIIMOHATEHBIM)
WJIN TIOCTYTTATEIbHBIM (HETIPOITOPIIMOHATIBHBIM)
Growth can be static (proportionate) or progressive (disproportionate)

MakponakTuiuns
Macrodactyly

NzomposanHble muMbaTtnieckue Manbhopmanuu:  KUIKOCTHBIE KUCTHI OOBIYHO PACTYT MPOTIOPIIMOHAIBHO POCTY 0OJTb-

Jlumparnyeckass — pacIIMpeHHbIE COCYIMCThIC KaHAJIBI, BHICTJIAHHBIE HOTO YeJI0BeKa; MOXET ObITh 0O0JIb 1/WJTH 00JIE3HEHHOCTb, SCITA OHU

TKaHb JuMGaTUYECKUMI SHIOTETUATBHBIMU KIIETKAMU MH)WIBTPaTUBHbBIE

Lymphatics Isolated lymphatic malformations: dilated vascular Fluid-filled cysts usually grow proportionally w/growth of affected person;
channels lined by lymphatic endothelial cells may — pain and/or morbidity if they are infiltrative

S&(EIEHCTM Cocyauctbie MasbhopMaLum Brutiouas KanuuUisIpHbIE, BEHO3HBIE WM CMELIAHHbIE Malb(hopmaLnn

Vel Vascular malformations Include capillary, venous, or mixed malformations

J106poKaueCTBEHHbII JIMXEHOMIHBIN KepaTo3
Benign lichenoid keratosis

Koxa DnuaepMaibHble HEBYCHI TTopaxeHust KOXU, Kak MpaBUJIo, 100pOKauyeCTBEHHbIE
Skin Epidermal nevi Skin lesions are typically benign
CebopeiiHblIii KepaTo3
Seborrheic keratosis

|
TIpumevanne. DMEG — ducnaacmuueckas meeanrdnyepanus; * — Tun I: uzoauposannvie ouaeosvie nopaxicenus ¢ apxumexmyproimu anomanusmu; Tun 11:
U30AUPOBAHHbIE 04A208bIE NOPAIICEHUA C APXUMEKMYPHbIMU U ducmopguueckumu anomanusmu; Tun 111: kopkosas de3opeanusayus, c6A3aHHAA ¢ OpyeUMU
OCHOBHBIMU NOPANICEHUAMU UNU PAOOM C HUMU.

Note. DMEG — dysplastic megalencephaly; * — Type I: isolated focal lesions with architectural anomalies; Type 11: isolated focal lesions with architectural
and dysmorphic abnormalities; Type I11: cortical disorganization associated with or near other major lesions.
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Ta6mma 3. Cundpomanvhvie henomunst u30bimounoeo pocma, ceszaunvie ¢ PIK3CA [22] (nauano)
Table 3. Selected syndromic PIK3CA- Related Overgrowth phenotypes [22] (beginning)

Denorun Tun ype3mMepHOro pocrta

Type of overgrowth

Phenotype

TUNUYHO HUBKUI
JIMMGbATUIECKUIA TTOTOK

ACUMMETPUYHBII B 30HaX U30BITOUHOTO
Asymmetric pocra
BpokneHHoe nunomatosHoe  Typically lymphatic low

paspacTaHue KoHeuHocteil  flow in areas of overgrowth
WIN TYJIOBUILLIA JIuHeHbIi anuaep-
Congenital lipomatous MaJIbHBII HEBYC

CLOVES . . ; .
overgrowth of limb or on trunk Linear epidermal nevi
Pyka u/vnu Hora BonesHeHHbIe napacnu-
Hand and/or foot HaJIbHbIC TTOPaKEHUS
TTomonBeHHO-TaTOHHbBIE C BBICOKUM ITOTOKOM
paspactaHust U paclIMpeHue BeH
Plantar-palmar overgrowth Morbid paraspinal
high-flow lesions &
phlebectasia
KanumuisipHas masibdop-
Malusi HUXXHe ryosr 6e3
TPOTrPECCUPOBAHMS
Lower-lip capilla
YacTuuHoe/reHepaan3o- p caputary
malformation w/o
BaHHOE MOPAXEHUE MATKUX roeression
CLAPO TKaHEeW 1 KOCTel ana q)‘i THeCKas
Partial/generalized of soft T ——
tissues and bones P o
LIeH ¥ BEpXHEW 4acTh
TYJIOBUIIIA
Lymphatic malformation
of face/neck & upper body
CermMeHTapHOE U MPOrpec-
cupylolliee pa3pactaHue
MOAKOXHOI 1 BUCLIEPAJIBHOM
1o - i1
(bS PO3HO-KUPOBOH TKAHM e
egmental and progressive
overgrowth of subcutaneous LB 2K
FH wm/ ¢ . . Vascular malformation
and visceral fibroadipose tissue
or FAO DrugepMaibHble
WHorna paspacraHue ckesnera
; HEBYCHI
Occasional skeletal overgrowth . .
Epidermal nevi
HenponopunonanbHoe
JIMHEITHOEe pa3pacTaHue
Disproportionate linear
overgrowth
AcUMMETPpUYHOE pa3pacra-
HYE YacTH TeJla MM CEeTMEeHTa
Tena
“body parto bocy segment  Misoxcomere
HHML yp Y seg] JIATIOMBI
Pa3pacranue MoxeT ObITh T 11
Multiple lipomas
CTaTUYHBIM WU YMEPEHHO
MIPOTPECCUPYIOIIUM
Overgrowth may be static or
mildly progressive

Ckonnos
Scoliosis
PacienHa mo3BoHOU-
HUKa
Spina bifida
Hedopmariust rpyaHoit
KJICTKH
Pectus deformities
BapycHas necopmariust
GOJIBIIIOTO MAJIBIA CTOITBI
Sandal-gap toes
PacromnbIpeHHBIE TTAJTBIIbI
HOT
Splayed toes
Makpo-, MoJu- u CUH-
TAKTHJTHSE
Macro-, poly-, and
syndactyly
XoHIpoMassIust HaKO-
JICHHUKA
Chondromalacia patellae
BBIBUXHYTBIC KOJICHH
Dislocated knees

TIporpeccupyroiiee
pa3pacTaHue ckeneta
(coxpaHeHHast apXUTEK-
Typa)
Progressive skeletal
overgrowth (preserved
architecture)
TMonupakTunus
Polydactyly
JIumomarto3Hast UH(OWIb-
TPALS MBILIILL
Lipomatous infiltration of
muscles
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ITopoKu pa3BuTHs/AHOMATHI
Malformations/anomalies
KOJICHbLe U cocyoucmote 0NOpHO-06U2AMEAbHBLE sucuepatbHle HeepoiocuecKue
cutaneous and vascular musculoskeletal visceral neurological

AreHe3us1/TUIoTLIa-
311 TOYEK
Renal agenesis/
hypoplasia l'evagera.naHue(banMH
TMopaxenHe cere- Hemimegalencephaly
3eHKH Cgfi(z)s ’(‘)el;l/l
Splenic lesions
Hedpobiactoma

Wilms tumor

Kuctsl sinuka wnum
MpuIaTKa IuIKa
U THApoLeie
Testicular or
epididymal cysts and
hydrocele
Paspacranue BHY-
TPEHHUX OPraHOB
0e3 ceie3eHKu/
THMYyCa
Non-spleen/thymus
visceral overgrowth
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Ta6mma 3. Cundpomanshsie penomunst u30bimounoeo pocma, ceszauuvie ¢ PIK3CA [22] (oxonuanue)

Table 3. Selected syndromic PIK3CA- Related Overgrowth phenotypes [22] (end)

Denorun

Phenotype

MCAP
uiau/or
M-CM

MPPH

Tun ype3mMepHOro pocrta
Type of overgrowth

Meramsuuedans u HMEG
Megalencephaly and HMEG
TeHepanzoBaHHbBIN Upe3-
MEPHBII pocT (MaKpOCOMUSI)
Generalized overgrowth
(macrosomia)

Paspacranue mosra
Brain overgrowth

KoxHble cocyaucTbie
MasibhopMalvu,
0COOEHHO MpaMOpHasi
KOXa Y KalWUISIpPHbIE
MajbdopMaluu JiMia
Cutaneous vascular
malformation, esp cutis
marmorata and capillary
malformations of the face

OKH Pa3BH

aHOMaJ]Ml/l

Malformations/anomalies

KOJXICHbLe U cocyoucmble 0nopHo-0suzamenvHsle sucuepavHbie HeepoiocuecKue
cutaneous and vascular musculoskeletal visceral neurological

Koxnast cungaktunms
M TIOCTaKCHAaJIbHAsI TTOJIN-
TAKTUIHSI WA TOJTMCUH-

TAKTHITAS
Cutaneous syndactyly and
postaxial polydactyly or
polysyndactyly

TTonKOXXHBIE JINTTOMBI

Subcutaneous lipomas

CuHaakTuIms
Syndactyly
BnasnenHast nepeHocuLa
Depressed nasal bridge

Hedpobiactoma
(penko)
Wilms tumor (rare)
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Tunoronus
Hypotonia
Cynoporu

Seizures
AyTUYHBIC YePThI
Autistic features
YMCTBEHHas OTCTAIOCTh
JIETKOU U TSKEJ0N
CTeTIeHn
Mild-to-severe intellectual
disability
[ToBeneHuecKMe Mpo-
Gy1eMbl
Behavioral problems
CHUMIITOMBI MEHUHTHO-
MblI (penKo)
Meningioma-assoc
symptoms (rare)

3anmepxkKa pa3BUTHS
Developmental delay
YMCTBEHHas1 OTCTANIOCTb
Intellectual disability
Tunoronus
Hypotonia
Cynoporu
Seizures
Menynio6iactoma-acco-
[IUUPOBAHHBIE KIIMHUYE-
CKHe MPU3HaKK (0YeHb
penko)
Medulloblastoma-assoc
clinical features (very rare)

____________________________________________________________________________________________________________________________|
ITpumeuanune/Note. CLAPO — capillary malformation of the lower lip, lymphatic malformation of the face and neck, asymmetry and partial/generalized
overgrowth (KanuanapHas Mane@opmayus HUdxCHell 2y0bl, AUMpBamuueckas Marb@opmayus AUYa U wel, acUMMempus U 4acmu4Hoe/2eHepau308aHHOe
paspacmanue); CLOVES — congenital lipomatous overgrowth, vascular malformations, epidermal nevi, scoliosis/skeletal and spinal (epoxcdennoe aunoma-
MO3HOoe paspacmanue, cocyoucmolie Marbhopmayull, SNU0ePMAatbHble Hegycol, CKOAUO3 Ul Opyeue anomanuu pazeumus ckenema); FH or FAO — fibroadipose
hyperplasia or overgrowth (¢hubpo-scuposas eunepnaasus uau paspacmanue); HHML — hemihyperplasia multiple lipomatosis (MHOcecmeeHHblil AUNOMAMO3
eemueunepnaazuu); HMEG — hemimegalencephaly (eemumeeansnyepanrus); KTS — Klippel— Trenaunay syndrome (cunopom Kaunnens— Tperone); MCAP
unu/or M-CM — megalencephaly-capillary malformation (meeansnyegharus-kanuanapuas marsgopmauus); MPPH — megalencephaly-polymicrogyria-
polydactyly-hydrocephalus syndrome (cundpom meearsnuyeparuu-nosumukpoupuu-nosudaKmusuu-euopoyepanuu).
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OntuMuszalus METOIOB  MOJCKYISIpHO-TEHEeTHYe-
cKoro tectupoBaHus 11l mauueHToB ¢ PROS saBasiercs
MpPEeJIMETOM [aJIbHEHIIEr0 MCCIEA0BAHUS U CPaBHEHMS
pa3an4yHbIX MeToauK. CTOMT OTMETUTh, YTO OTCYTCTBUE
myTtauunu PIK3CA He uCKITIOYaeT KIMHUYECKUI JUarHo3
PROS y nmaumneHTOB, OTBEYAOIINX KIMHUYECKUM KPUTE-
PUSIM, TaK KaK 3TO MOXET OBITb CBSI3aHO C OTPaHUYCHUSIMU
METOJIOB TECTUPOBAHUS (HU3KUI YPOBEHb MO3aUIIN3Ma),
a TakKKe BBUAY OTCYTCTBHUSI ONTMMAJIbHOIO KOJIMYECTBa
Marepuaia.

Tepamuss manuentoB ¢ PIK3CA-Related Overgrowth
Spectrum

OnHOI U3 OCHOBHBIX TepaIleBTUUECKUX ONMIIMI y IMaly-
eHToB ¢ PROS nmnurteabHOe BpeMs SIBISIOCH XUPYpIruye-
cKoe JieueHue. B OOJIbIIMHCTBE CilydaeB XUPYPrUIecKoe
JIe4YeHrue CIOCOOCTBOBANIO KYINUPOBAHUIO CHUMIITOMOB,
corpoBoxkaamnmx padnuaHbie dopmbel PROS, a taxkxke
HOCHUJIO KOCMeTu4ecKuil xapakrep. CTOUT OTMETUTh, YTO
OHO MOIJIO OBbITh MPEMJIOXKEHO BeChbMa OrpaHUYCHHOMY
yucay 6oabpHBIX ¢ PROS. B Hacrosiee BpeMst XUpypru-
yeckoe JieyeHue mamueHToB ¢ PROS Bkitouaer B cebs
KOPPEKTUPYIOIIYI0 XUPYPTUIO, YAajJeHUe pa3pacTaHUs
TKaHEe, aMIyTallulo, TakKe 3TU METOIbl MOTYT OBbITh
KOMOMHUPOBAaHbBI C MHTEPBEHLIMOHHBIM IIOAXOAAMU
(3Mbomm3ays cocynucToil ManbhopMmaiuu). CorjaacHo
nccienoBanuo M. Sarah et al., u3 16 npoaHajIn3upoBaH-
HBIX HCCJIEOOBAHUU YPE3MEPHBIA POCT TKAHEW JICUMJIU
xupyprudeckuM mytem B 13 (81,3 %) cay4asix [48].

Hcnonb3oBaHue XUPYPIUYECKUX METOIOB JICUCHUs
LIMPOKO OIKMCAHO y MAallMEHTOB ¢ MakpodakTuiaueid. Tak,
OCHOBBIBasICh Ha TaHHbBIX aHanmu3a M. Sarah et al., 69,3 %
HCCJICIOBAHUI OINMCBIBAJIA PE3YJIBTaThl XUPYPrUUECKUX
BapUaHTOB JICYEHUSI Yy IALKMEHTOB C MaKpOAaKTUIUEH
[46]. B uccnemoBanue F. Cerrato et al. Obl1 BKIIOYEH
21 mauueHT ¢ M30JMPOBAHHON BPOXIEHHON MaKpomak-
TUIMEN KUCTU. BOJBIIMHCTBO OOJBHBIX UMEIU MHOXE-
CTBeHHOe ropaxeHue nanbleB (12/21, 57 %). B 67 %
cJlydaeB MopaxkeHue JOKaJIM30BajIoCh B 00JIaCTU CPeIHE-
ro naubla pyk. B cpeaHeM ObLIO BBITTOJHEHO 3,2 3TAaTHBIX
KOPPEKTUPYIOIIMX OIlepalluii, BK/IIOYas yMEHbIIeHUE
obbema Msarkux TtkaHeir (19/21, 90 %), yacTUYHYIO
aAMITyTALIMIO M OCTEOSKTOMMIO IIJIS YMEHbILIEHUsST 00beMa
(9/21, 43 %), 3aKpbIBaIOLIYIO KIMHOBUIHYIO OCTEOTOMMUIO
(11/21, 52 %), snucpuzeones (7/21, 33 %), mepeHoC Hab-
ues (3/21, 14 %), nepenoc manbles crombl (1/21, 5 %)
u JaydeBas amirytauus (6/21, 29 %). Pazauuuii mMexmy
TUIIAMHW MaKPOJTAKTUIMU 110 ITOJTY, TOpakeHHOI CTOPOHE,
CKOPOCTH POCTa, OPaKEHHBIM IaIbLiaM WU KOJIUYECTBY
MpoLEeaYp OTMEUYeHO He ObLIo [47].

B uccnenosanue J.Hardwicke et al. Bonutu 32 manm-
eHTa ¢ MakponakTuiauei. Jlokanuzaius mopaxeHus B 20
cllydasix BKJIIo4aia BepXHre KOHEYHOCTH, B 13 — HIDKHUE
KOHEYHOCTH, B 1 HAOJIOIEHUY JTOKAIU3aL1sl TOPAKEHUS
BKJII0YaJia BEpXHUE U HIDKHUE KOHEYHOCTH. CTaTUCTHYE-
CKU 3HAYMMOI pa3HULIbI B pacIipeaeieHUM MaKpOIaKTH -
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JIMM B 3aBUCUMOCTH OT JIATEPAJIbHOCTHU WJIM ITOPaKEHHOM
KOHEUHOCTH MOJIy4yeHo He 06110 (p > 0,05). Jlokanuzamus
MOopaXkeHusI Yallle BCero ObLIa IIpeIcTaBeHa ITOpaxke-
HUEM CpPEIHEro IMajiblia. XUpypruuyeckoe JeyeHue ObLIO
MPOBEIEHO B 26 cayyasix — 11 MakpoZaKTUIMIA HUKHUX
KOHEUYHOCTeH 1 16 — BepXHUX KOHEYHOCTe. B ocTasbHbIX
HaOJIOEHUSIX IPOBOAMIACH KOHCEPBATUBHASI TEPAIlusl.
B 14/26 ciyyasix otMe4asioch IporpeccupoBaHue 3a00J1e-
BaHus. B rpyrne nauueHToB, KOTOPbIM ObLIO BBIIOJIHEHO
XUPYpruyeckoe JeyeHue, B CPENHEM ObLIO MPOBEACHO
2,5 onepauuu (pazdopoc — 1—6). BaxkHO OTMETUTH, YTO
cTaTMYecKoe 3aboJieBaHME TMOTPeOOBaIO 3HAYUTEIBHO
MeHbllIero Konudecta omnepauuii (p < 0,01), yem mpo-
rpeccupytoliee (B cpeaHem 1,8 u 3,1 onepauuii COOTBeT-
CTBEHHO) [48].

B perpocnexkTuBHoMm uccinenoBanuu J.A. Couto et al.
B KaueCcTBe XUPYypPTUUECKOro jieueHus1 mauueHToB ¢ PROS
COO0IIAJIOCh O METOJAX aclUpalny U3 TUIIePTPOGUPO-
BaHHBIX yacTeil Tea. B mMcciaenoBaHue ObLIM BKJIIOUEHbI
17 mameHTOB B Bo3pacte ot 2 10 34 neT. [IpyuunHbI N306I-
TOYHOIO POCTa BKJIIOYAIM WMHOWIBTPUPYIOLINIA JIUITI0-
Maro3 (n = 7), KamWLISIpHYIO Majibghopmaiuio (1 = 6),
remuruneprpoduto (n = 1), UHGOAHTUIBLHYIO TEMaHTHOMY
(n=1), nunegemy (n = 1) 1 MmeransHUEhATNIO-KATTUILJISIP-
Hylo Maibdopmaiuio (n = 1). Mconb3oBaHe METOIOB
acrupaluy IPUBEJIO K YMEHBIICHUIO pa3MepOB TUIIEep-
Tpo(UPOBAaHHBIX YacTeil Tena ¢ yiaydieHueM (GyHKIIUHN
M Ka4yecTBa XXU3HU Y BCeX MalueHToB [49].

CucTeMHBIC areHThl, MCIIOJb3yeMble B HACTOSIIEE
BpeMs i JiedeHus manueHToB ¢ PROS, HaueneHbr
Ha pas3IMYHble KOMIIOHEHTHI cUrHajibHOro mytu PI3K.
K Hum otHocsarca maruouropsl mTOR, AKT u PI3K.
WUcnonw3oBanue cucremMHoir Ttepanmuu mTOR-uHrn-
OUTOPOM (CHUPOJIMMYC) M3Yy4aJoCh Cpa3y B HECKOJbKUX
KJIMHUYECKUX MCCICIOBAHMAX Yy JIMI CO CJIOXHBIMU
JUMGbAaTUYECKMMU  aHOMAaJIMSIMU, COCYAUCTBIMU MaJjlb-
dopManmsiMu 1 U3OLITOUHBIM pocToM [1, 5, 22, 50, 51].
Tak, B uccienoBanue V.E. Parker et al. ObUIM BKIIIOUEHBI
39 nauuentoB ¢ PROS co cpennuM Bo3pacrom 16,6 roga
(pazopoc — 3—48 net). Bcem OGOJBHBIM IPOBOAMIIACH
Tepamnusi CUPOJMMYCOM B TedeHHe 26 Hel C IeJIeBbIM
YPOBHEM KOHILEHTpallMd B IUIa3Me KpOBU 2—6 HI/MIL
CeMb MAalMEHTOB ObLIM MCKJIIOYEHBI M3 MCCIICIOBAaHMS
B CBSI3M C PA3BUTHEM CEPbE3HBIX HEXKeIaTeIbHbIX SIBJICHUIA
(H4) u 2 6onbpHBIX MOCHE NJIUTEIbHOM IMay3bl B JICUCHUU
Ha 23 Hea. Bo BpeMs ieue HUsI CMpOJIMMYCOM Ha0JTI01aJI0Ch
3HAYUTEJbHOE U3BMEHEHUE 00beMa MOPaXKEHHBIX TKAaHEH —
7,2 % (p = 0,04). B 28/39 (72 %) cny4asix G0 TIO Kpaii-
Helli Mmepe omHo HSI, koTopoe cumTasoch BO3MOXHO,
BEpPOSITHO WJIM ONPEACIEHHO CBS3aHHBIM C CHPOJIMMY-
coMm. Hambonee pacnpoctpaHeHHbIM KiiaccoM HS Obuia
uHdexuyst (16/39 nauuentos, 41 %), 3a KOTOPOIi clieno-
BaJix 3a00JIeBaHUsI KPOBU MJIU JIMMMATUYECKOM CUCTEMbI
(8/39, 21 %). Knunuuecku 3Hauumbie HS Bxirouanm
HeliTponieHuto IV crenmeHn (KOIMYECTBO HEUTPODUIOB
0,02 x 10°/11), *HTEPCTULIMAIbHBIA THEBMOHUT Y CUHAPOM
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TUIIEPYYBCTBUTEILHOCTU K CUPOIMMYCY. B xome naHHOro
HUCCIEIOBAHUSI aBTOPbl OTMETMJIM, YTO TEepPAaIlusi CUPO-
JIMIMYCOM OKa3bIBajla HauOoJIblliee BIUSIHME HAa aKTUBHO
pacTylllyl0 TKaHb M He ObUIO OTMEYEHO 3HAYMTEIbHOI'O
CHIDKEHUSI POCTa TKaHE B HEIOPaKEHHbBIX y4acTKaxX, 3TO
CBMIETEJILCTBYET O TOM, YTO CUPOJIMMYC B HU3KUX 103aX
He MHTMOMpPYeT HOPMAaJTbHbBIN KJIETOUHBIN pocT [1].

B perpocrniektuBHOM uccaenoBanuu S. Sandbank et al.
TakKe OblIa MmokasaHa 3((GEeKTUBHOCTb Teparuy CUPOJI-
mycoM. B nccnenoBanue BkimodyeHbl 7 mauueHToB ¢ PROS,
yro coctaBuwio 36,8 % Bceil MccaeayeMOil IMOIYJISILIUN.
B 6/7 cnyyasix nmpoBonuiiach nepopajibHasi Tepamusi CUpo-
JumycoM (2 maumenTa ¢ cuHapomom CLOVES u 4 ¢ cun-
npomoMm Knunmnens—TpeHoHe) u B 1 HaOI0neHUN C CUH-
npomoM Kiumnmens—TpeHoHe — TOJIbKO MeCTHas Tepariusl.
V 1 naupmenra ¢ cunapomom CLOVES (14,3 %) mocie
22 Mec JIeyeHUs CUPOJIMMYCOM OTMEYaJIOCh IMMOYTH TTOJTHOE
paspellieHre KHUCTO3HBIX Malb(opMalnii KPOBEHOCHBIX
1 JIMM(DATUYECKHUX COCYI0B IPYAHOM CTEHKU U U30bITOYHO-
ro pocra KoHeuHocreit. B 1 (14,3 %) ciryyae 00beKTHBHOIO
oTBeTa 3auKcUpoBaHO He ObLIO U B 5 (71,4 %) HabI0-
JIAJIOCh YaCTUYHOE MCYE3HOBEHME MCXOMHBIX CUMIITOMOB,
BKJIIOUasl TamueHTa ¢ cuHapoMoM Kiunmens—TpeHoHe
IIpY MECTHOM JIEYEHMM CHPOJIMMYCOM. TOKCHMYECKUit
npo¢uib BKJIIOYaI B ce0s1 MH(MEKIIMOHHbBIE OCIOKHEHUS,
TUIIEPXOJICCTEPUHEMUIO, TIOBBILLICHUE YPOBHS (hePMEHTOB
rneyeHu, 60Jb B XKMBOTE, TOITHOTY [52].

B HacTosiiee BpeMsi MCIOJIb30BaHUE ajlreucuba
MPOJEMOHCTPUPOBAIO  3(PPEKTUBHOCTL U  XOPOIIYIO
IePEHOCHUMOCTbD Y MAlMEHTOB ¢ OHKOJOTUYECKUMU 3200~
JneBaHusIMU ¢ myTtanueit B reHe PIK3CA. OcHOBBIBasiCh Ha
OIIbITE MCIIOJIb30BaHUS aleancuba B OHKOJIOTMYECKOM
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npakTtuke, B 2018 . Q. Venot et al. u3yuniau ero Teparesn-
tnaeckuit moreHuman npu PROS [53]. TlepBoHavyaabHO
B HCClIeAOBaHUE ObUIM BKJIIOUEHBI 2 TAlIMEHTa C CHUH-
npomom CLOVES, mpoBeneHue Tepanmuu alrearucuooMm
MO3BOJIMJIO MOOUTHCS 3HAUYMTEIBHOIO perpecca TUIlep-
TPOUPOBAHHBIX YJYACTKOB Tejla W YAYYIIECHMUS Kaue-
CTBa XXM3HU OOJIbHBIX MPU XOPOIIei MepeHOCHMOCTH.
B mocaenyroiieM B ucciegoBaHUe ObUTH BKJIIOUYEHBI €I11e
17 maumenToB ¢ PROS. O0beKTUBHBIN OTBET HA TEPaITUIO
ObL1 3a10KyMeHTHpoBaH B 100 % ciy4aeB, IIpu 3TOM Cpeji-
Hee YMEHbBIIIEHHE OKPYKHOCTU ITOpak€eHHON 00JacTh
coctaBmwio 12,6 £ 3,8 % u 16,3 = 3,9 % uepe3 3 u 6 mec
JICUEHUSI COOTBETCTBEHHO. JI030BBIN pexXuMm sl neteit
coctaByst 50 mr 1 pa3/cyT, WIS B3pOCIbIX MAIIUEHTOB —
250 mr 1 pa3z/cyt. [1o6ounbie 3dpdexThl oTMeueHbI B 29,4 %
CIyJaeB ¥ ObLIU IIPEACTABICHBI TUCKPETHBIMU SI3BAMM BO
PTY, TPAH3UTOPHOI rUnepriaukemMueii [53].

Taxkum o6pazom, naruoutopsl nytu PI3K mokaszanu
MHOTOOOeIIAIoNIMe pPe3yabTaThl C YIOBICTBOPUTEIIb-
HBIM TIpo(UIeM TOKCUYHOCTH y mamueHToB ¢ PROS.
OnHako IoKa JTaHHbIe 10 3(OEKTUBHOCTU U Oe3oI1ac-
HOCTH MpPHU UCIIOJb30BAHUU 3TUX IIPENapaToB B peab-
HBIX YCJIOBHUSIX orpaHuueHbl. C y4eToM HX MCIOJIb30-
BaHMUS B MEeAMATPUYCCKON IPAaKTUKE KpalHE Ba>KHbL
JaHHbIE TIPOCTIEKTUBHBIX KIIMHUYECKUX UCCIEeI0BaHUI
O JIOJITOCPOYHOI 0e30MacHOCTM M BO3MOXHOI OTHa-
JICHHOM TOKCUYHOCTHM. Bpauam-KIMHMIIMCTaM TaKxke
HEOO0XOIMMO OIIPENeNnTh, KaK ONTUMaJIbHO MHTETPU-
poOBaTh 3TU HOBBIC TapreTHHIC IperapaThl B TEKYIIHUE
CTpaTeruu JieueHus, pa3padaTbiBasi peKOMEHIAIIUH T10
UX MPUMEHEHUIO0, MOHUTOPUHTY TOKcU4YHOocTH u HS
B IIpoliecce JICUCHUSI.

0630pb! nuTepatypbl // Literature reviews




@ POCCUINCKIIA XKYPHAN

POAOr [ETCKOW FEMATONOrAN u OHKOMOTWIA // Russian Journal of Pediatric Hematology and Oncology

0630pb! nuTepatypbl // Literature reviews

172022

NUTEPATYPA / REFERENCES

1

10.

11.

12

13.

14.

15.

16.

Parker V.E.R., Keppler-Noreuil K.M., Faivre L., Luu M., Oden N.L.,
De Silva L., Sapp J.C., Andrews K., Bardou M., Chen K.Y.,

Darling T.N., Gautier E., Goldspiel B.R., Hadj-Rabia S., Harris J.,
Kounidas G., Kumar P., Lindhurst M.J., Loffroy R., Martin L.,

Phan A., Rother K.1I., Widemann B.C., Wolters P.L., Coubes Ch.,
Pinson L., Willems M., Vincent-Delorme C., PROMISE Working
Group; Vabres P., Semple R.K., Biesecker L.G. Safety and efficacy of
low-dose sirolimus in the PIK3CA-related overgrowth spectrum.
Genet Med. 2019;21(5):1189-98. doi: 10.1038/s41436-018-0297-9.

Keppler-Noreuil K.M., Rios J.J., Parker V.E.R., Semple R.K.,
Lindhurst M.J., Sapp J.C., Alomari A., Ezaki M., Dobyns W.,
Biesecker L.G. PIK3CA-related overgrowth spectrum (PROS):
diagnostic and testing eligibility criteria, differential diagnosis, and
evaluation. Am J Med Genet A. 2015;167A(2):287-95.

doi: 10.1002/ajmg.a.36836.

Hillmann P., Fabbro D. PI3K/mTOR pathway inhibition: opportunities
in oncology and rare genetic diseases. Int J Mol Sci. 2019;20(22):5792.
doi: 10.3390/ijms20225792.

Hennessy B.T., Smith D.L., Ram P.T., Lu Y., Mills G.B. Exploiting the
PI3K/AKT pathway for cancer drug discovery. Nat Rev Drug Discov.
2005;4(12):988-1004. doi: 10.1038/nrd1902.

Adams D.M., Ricci KW. Vascular anomalies: diagnosis of
complicated anomalies and new medical treatment options. Hematol
Oncol Clin North Am. 2019;33(3):455-70.

doi: 10.1016/j.hoc.2019.01.011.

Keppler-Noreuil K.M., Parker V.E., Darling T.N.,

Martinez-Agosto J.A. Somatic overgrowth disorders of the PI3K/AKT/
mTOR pathway & therapeutic strategies. Am J Med Genet C Semin
Med Genet. 2016;172(4):402-21. doi: 10.1002/ajmg.c.31531.

Nguyen H.L., Boon L.M., Vikkula M. Vascular anomalies caused by
abnormal signaling within endothelial cells: targets for novel
therapies. Semin Intervent Radiol. 2017;34(3):233-8.

doi: 10.1055/5-0037-1604296.

Fruman D.A., Chiu H., Hopkins B.D., Bagrodia S., Cantley L.C.,
Abraham R.T. The PI3K pathway in human disease. Cell.
2017;170(4):605-35. doi: 10.1016/j.cell.2017.07.029.

Goncalves M.D., Hopkins B.D., Cantley L.C. Phosphatidylinositol
3-kinase, growth disorders, and cancer. N Engl J Med.
2018;379(21):2052—-62. doi: 10.1056/NEJMral704560.

Liu P., Cheng H., Roberts T.M., Zhao J.J. Targeting the
phosphoinositide 3-kinase pathway in cancer. Nat Rev Drug Discov.
2009;8(8):627—-44. doi: 10.1038/nrd2926.

Gymnopoulos M., Elsliger M.A., Vogt P.K. Rare cancer-specific
mutations in PIK3CA show gain of function. Proc Natl Acad Sci USA.
2007;104(13):5569-74. doi: 10.1073/pnas.0701005104.

. International Society for the Study of VVascular Anomalies. ISSVA

classification for vascular anomalies. Revised 2018.
https://www.issva.org/UserFiles/file/ISSVA-Classification-2018.pdf.

Canaud G., Hammill A.M., Adams D., Vikkula M.,
Keppler-Noreuil K.M. A review of mechanisms of disease across
PIK3CA-related disorders with vascular manifestations. Orphanet
J Rare Dis. 2021;16(1):306. doi: 10.1186/s13023-021-01929-8.

Wassef M., Blei F., Adams D., Alomari A., Baselga E., Berenstein A.,
Burrows P., Frieden 1.J., Garzon M.C., Lopez-Gutierrez J.C., Lord D.J.,
Mitchel S., Powell J., Prendiville J., Vikkula M., ISSVA Board and
Scientific Committee. Vascular Anomalies Classification:
Recommendations From the International Society for the Study of
Vascular Anomalies. Pediatrics. 2015;136(1):e203-14.

doi: 10.1542/peds.2014-3673.

Goss J.A., Konczyk D.J., Smits P., Sudduth C.L., Bischoff J.,
Liang M.G., Greene A.K. Diffuse capillary malformation with
overgrowth contains somatic PIK3CA variants. Clin Genet.
2020;97(5):736-40. doi: 10.1111/cge.13702.

Hughes M., Hao M., Luu M. PIK3CA vascular overgrowth syndromes:
an update. Curr Opin Pediatr. 2020;32(4):539-46.
doi: 10.1097/MOP.0000000000000923.

17.

18.

1

20.

2

=

22.

23.

24.

25.

26.

27.

28.

29.

©

Rodriguez-Laguna L., Agra N., Ibafiez K., Oliva-Molina G., Gordo G.,
Khurana N., Hominick D., Beato M., Colmenero I., Herranz G.,
Torres Canizalez J.M., Rodriguez Pena R., Vallespin E., Martin-
Arenas R., Del Pozo A., Villaverde C., Bustamante A., Ayuso C.,
Lapunzina P., Lopez-Gutierrez J.C., Dellinger M.T., Martinez-Glez V.
Somatic activating mutations in PIK3CA cause generalized lymphatic
anomaly. J Exp Med. 2019;216(2):407-18. doi: 10.1084/jem.20181353.

Lopez-Gutiérrez J.C., Lapunzina P. New Syndrome Capillary
Malformation of the Lower Lip, Lymphatic Malformation of the Face
and Neck, Asymmetry and Partial/Generalized Overgrowth (CLAPO):
Report of Six Cases of a New Syndrome/Association. Am J Med
Genet A. 2008;146A(20):2583-8. doi: 10.1002/ajmg.a.32517.

Flores-Terry M.A., Zamberk-Majlis P., Cortina-de la Calle M.P.,
Garcia-Arpa M. CLAPO Syndrome. Actas Dermosifiliogr.
2018;109:180. doi: 10.1016/j.adengl.2017.12.016.

Sapp J.C., Turner J.T., van de Kamp J.M., van Dijk F.S., Lowry R.B.,
Biesecker L.G. Newly delineated syndrome of congenital lipomatous
overgrowth, vascular malformations, and epidermal nevi

(CLOVE syndrome) in seven patients. Am J Med Genet A.
2007;143A(24):2944-58. doi: 10.1002/ajmg.a.32023.

. Alomari A.l. Characterization of a distinct syndrome that associates

complex truncal overgrowth, vascular, and acral anomalies:
a descriptive study of 18 cases of CLOVES syndrome. Clin
Dysmorphol. 2009;18(1):1-7. doi: 10.1097/MCD.0b013e328317a716.

Mirzaa G., Graham J.M. Jr, Keppler-Noreuil K., Adam M.P.,
Ardinger H.H., Pagon R.A., Wallace S.E., Bean L.J.H., Gripp KW.,
Mirzaa G.M., Amemiya A. PIK3CA-Related Overgrowth Spectrum.
In: GeneReviews® [Internet]. Seattle (WA): University of Washington,
Seattle; 1993-2022. PMID: 23946963.

Wang S.K., Drucker N.A., Gupta A.K., Marshalleck F.E.,

Dalsing M.C. Diagnosis and management of the venous malformations
of Klippel-Trénaunay syndrome. J Vasc Surg Venous Lymphat
Disord. 2017;5(4):587-95. doi: 10.1016/j.jvsv.2016.10.084.

Gloviczki P., Driscoll D.J. Klippel-Trenaunay syndrome: current
management. Phlebology. 2007;22(6):291-8.
doi: 10.1258/026835507782655209.

Alomari A.l., Spencer S.A., Arnold RW., Chaudry G., Kasser J.R.,
Burrows P.E., Govender P., Padua H.M., Dillon B., Upton J.,
Taghinia A.H., Fishman S.J., Mulliken J.B., Fevurly R.D.,

Greene A.K., Landrigan-Ossar M., Paltiel H.J., Trenor C.C.,
Kozakewich H.P. Fibro-adipose vascular anomaly:
clinical-radiologic-pathologic features of a newly delineated disorder
of the extremity. J Pediatr Orthop. 2014;34:109-17.

doi: 10.1097/BP0.0b013e3182a1f0b8.

Shaikh R., Alomari A.l., Kerr C.L., Miller P., Spencer S.A.
Cryoablation in fibro-adipose vascular anomaly (FAVA): a minimally
invasive treatment option. Pediatr Radiol. 2016;46:1179-86.

doi: 10.1007/s00247-016-3576-0.

Fernandez-Pineda I., Marcilla D., Downey-Carmona F.J., Roldan S.,
Ortega-Laureano L., Bernabeu-Wittel J. Lower extremity fibro-

adipose vascular anomaly (FAVA): a new case of a newly delineated
disorder. Ann Vasc Dis. 2014;7:316-9. doi: 10.3400/avd.cr.14-00049.

Garde A., Guibaud L., Goldenberg A., Petit F., Dard R., Roume J.,
Mazereeuw-Hautier J., Chassaing N., Lacombe D., Morice-Picard F.,
Toutain A., Arpin S., Boccara O., Touraine R., Blanchet P., Coubes C.,
Willems M., Pinson L., Van Kien P.K., Chiaverini C., Giuliano F.,
Alessandri J.-L., Mathieu-Dramard M., Morin G., Bursztejn A.C.,
Mignot C., Doummar D., Rocco F.D., Cornaton J., Nicolas C., Gautier E.,
Luu M., Bardou M., Sorlin A., Philippe C., Edery P., Rossi M.,
Carmignac V., Thauvin-Robinet C., Vabres P., Faivre L. Clinical and
neuroimaging findings in 33 patients with MCAP syndrome: A survey
to evaluate relevant endpoints for future clinical trials. Clin Genet.
2021;99(5):650-61. doi: 10.1111/cge.13918.

Mirzaa G., Timms A.E., Conti V., Boyle E.A., Girisha K.M., Martin B.,
Kircher M., Olds C., Juusola J., Collins S., Park K., Carter M., Glass .,
Krégeloh-Mann I., Chitayat D., Parikh A.S., Bradshaw R., Torti E.,
Braddock S., Burke L., Ghedia S., Stephan M., Stewart F., Prasad C.,



@ POCCUIACKNIA XKYPHAT
POAOr JETCKOW FEMATONOIAN u OHKOMOT WA // Russian Journal of Pediatric Hematology and Oncology

Napier M., Saitta S., Straussberg R., Gabbett M., O’Connor B.C.,
Keegan C.E., Yin L.J., Lai A.H.M., Martin N., McKinnon M.,
Addor M.C., Boccuto L., Schwartz C.E., Lanoel A., Conway R.L.,
Devriendt K., Tatton-Brown K., Pierpont M.E., Painter M., Worgan L.,
Reggin J., Hennekam R., Tsuchiya K., Pritchard C.C., Aracena M.,
Gripp KW., Cordisco M., Van Esch H., Garavelli L., Curry C.,
Goriely A., Kayserilli H., Shendure J., Guerrini R.,

Dobyns W.B. PIK3CA-associated developmental disorders exhibit
distinct classes of mutations with variable expression and tissue
distribution. JCI Insight. 2016;1(9):e87623.

doi: 10.1172/jci.insight.87623.

30. Couto J.A., Konczyk D.J., Vivero M.P., Kozakewich H.PW., Upton J.,
Fu X., Padwa B.L., Mulliken J.B., Warman M.L., Greene A.K.
Somatic PIK3CA mutations are present in multiple tissues of facial
infiltrating lipomatosis. Pediatr Res. 2017;82:850—4.
doi: 10.1038/pr.2017.155.

Peterman C.M., Fevurly R.D., Alomari A.l., Trenor C.C.,

Adams D.M., Vadeboncoeur S., Liang M.G., Greene A.K.,

Mulliken J.B., Fishman S.J. Sonographic screening for Wilms tumor
in children with CLOVES syndrome. Pediatr Blood Cancer.
2017;64(12). doi: 10.1002/pbc.26684.

Postema F.A.M., Hopman S.M.J., Aalfs C.M., Berger L.PV.,

Bleeker F.E., Dommering C.J., Jongmans M.C.J., Letteboer T.GW.,
Olderode-Berends M.JW., Wagner A., Hennekam R.C., Merks J.H.M.
Childhood tumours with a high probability of being part of a tumour
predisposition syndrome; reason for referral for genetic consultation.
Eur J Cancer. 2017;80:48-54. doi: 10.1016/j.ejca.2017.04.021.

Moore C.A., Toriello H.V., Abuelo D.N., Bull M.J., Curry C.J.,
Hall B.D., Higgins JV., Stevens C.A., Twersky S., Weksberg R.,
Dobyns W.B. Macrocephaly-cutis marmorata telangiectatica
congenita: a distinct disorder with developmental delay and
connective tissue abnormalities. Am J Med Genet. 1997;70:67-73.
PMID: 9129744,

34. Schwartz I.V.D., Felix T.M., Riegel M., Schiler-Faccini L. Atypical
macrocephaly-cutis marmorata telangiectatica congenita with
retinoblastoma. Clin Dysmorphol. 2002;11:199-202.
doi: 10.1097/00019605-200207000-00010.

Mills J.R., Moyer A.M., Kipp B.R., Poplawski A.B., Messiaen L.M.,
Babovic-Vuksanovic D. Unilateral vestibular schwannoma and
meningiomas in a patient with PIK3CA-related segmental overgrowth:
Co-occurrence of mosaicism for 2 rare disorders. Clin Genet.
2018;93:187-90. doi: 10.1111/cge.13099.

Piacitelli A.M., Jensen D.M., Brandling-Bennett H., Gray M.M.,
Batra M., Gust J., Thaker A., Paschal C., Tsuchiya K., Pritchard C.C.,
Perkins J., Mirzaa G.M., Bennett J.T. Characterization of a severe case
of PIK3CA-related overgrowth at autopsy by droplet digital
polymerase chain reaction and report of PIK3CA sequencing in 22
patients. Am J Med Genet A. 2018;176(11):2301-8.

doi: 10.1002/ajmg.a.40487.

Mirzaa G.M., Conway R.L., Gripp KW., Lerman-Sagie T.,

Siegel D.H., de Vries L.S., Lev D., Kramer N., Hopkins E.,

Graham J.M., Dobyns W.B. Megalencephaly-capillary malformation
(MCAP) and megalencephaly-polydactyly-polymicrogyria-
hydrocephalus (MPPH) syndromes: two closely related disorders of
brain overgrowth and abnormal brain and body morphogenesis. Am
J Med Genet A. 2012;158A(2):269-91. doi: 10.1002/ajmg.a.34402.

Dompmartin A., Acher A., Thibon P., Tourbach S., Hermans C.,
Deneys V., Pocock B., Lequerrec A., Labbé D., Barrellier M.T.,
Vanwijck R., Vikkula M., Boon L.M. Association of localized
intravascular coagulopathy with venous malformations. Arch
Dermatol. 2008;144(7):873-7. doi: 10.1001/archderm.144.7.873.

Venot Q., Canaud G. [Segmental overgrowth syndromes and
therapeutic strategies]. Med Sci (Paris). 2020;36(3):235-42.
doi: 10.1051/medsci/2020023.

Lindhurst M.J., Sapp J.C., Teer J.K., Johnston J.J., Finn E.M., Peters K.,
Turner J., Cannons J.L., Bick D., Blakemore L., Blumhorst C.,
Brockmann K., Calder P., Cherman N., Deardorff M.A., Everman D.B.,
Golas G., Greenstein R.M., Kato B.M., Keppler-Noreuil K.M.,
Kuznetsov S.A., Miyamoto R.T., Newman K., Ng D., O’Brien K.,

3L

32.

33.

35.

36.

37.

38.

39.

4

o

41.

42

43.

44,

45.

46.

47.

48.

49.

50.

51

52.

2022

1 J
TOMAVOL. 9

Rothenberg S., Schwartzentruber D.J., Singhal V., Tirabosco R.,
Upton J., Wientroub S., Zackai E.H., Hoag K., Whitewood-Neal T.,
Robey P.G., Schwartzberg P.L., Darling T.N., Tosi L.L., Mullikin J.C.,
Biesecker L.G. A mosaic activating mutation in AKT1 associated with
the Proteus syndrome. N Engl J Med. 2011;365(7):611-9.

doi: 10.1056/NEJMo0al104017.

Riviére J.B., Mirzaa G.M., O’Roak B.J., Beddaoui M., Alcantara D.,
Conway R.L., St-Onge J., Schwartzentruber J.A., Gripp K.W.,

Nikkel S.M., Worthylake T., Sullivan C.T., Ward T.R., Butler H.E.,
Kramer N.A., Albrecht B., Armour C.M., Armstrong L., Caluseriu O.,
Cytrynbaum C., Drolet B.A., Innes A.M., Lauzon J.L., Lin A.E,,
Mancini G.M., Meschino W.S., Reggin J.D., Saggar A.K., Lerman-
Sagie T., Uyanik G., Weksberg R., Zirn B., Beaulieu C.L. Finding of
Rare Disease Genes (FORGE) Canada Consortium, Majewski J.,
Bulman D.E., O’Driscoll M., Shendure J., Graham J.M., Boycott K.M.,
Dobyns W.B. De novo germline and postzygotic mutations in AKT3,
PIK3R2 and PIK3CA cause a spectrum of related megalencephaly
syndromes. Nat Genet. 2012;44(8):934-40. doi: 10.1038/ng.2331.

.Kurek K.C., Luks V.L., Ayturk U.M., Alomari A.l., Fishman S.J.,

Spencer S.A., Mulliken J.B., Bowen M.E., Yamamoto G.L.,
Kozakewich H.P., Warman M.L. Somatic mosaic activating mutations
in PIK3CA cause CLOVES syndrome. Am J Hum Genet.
2012;90(6):1108-15. doi: 10.1016/j.ajhg.2012.05.006.

Lee J.H., Huynh M., Silhavy J.L., Kim S., Dixon-Salazar T.,
Heiberg A., Scott E., Bafna V., Hill K.J., Collazo A., Funari V.,
Russ C., Gabriel S.B., Mathern GW., Gleeson J.G. De novo somatic
mutations in components of the PI3K-AKT3-mTOR pathway cause
hemimegalencephaly. Nat Genet. 2012;44(8):941-5.

doi: 10.1038/ng.2329.

Poduri A., Evrony G.D., Cai X., Elhosary P.C., Beroukhim R,
Lehtinen M.K., Hills L.B., Heinzen E.L., Hill A., Hill R.S., Barry B.J.,
Bourgeois B.F., Riviello J.J., Barkovich A.J., Black P.M., Ligon K.L.,
Walsh C.A. Somatic activation of AKT3 causes hemispheric
developmental brain malformations. Neuron. 2012;74(1):41-8.

doi: 10.1016/j.neuron.2012.03.010.

Biesecker L.G., Spinner N.B. A genomic view of mosaicism and
human disease. Nat Rev Genet. 2013;14(5):307-20.
doi: 10.103/nrg3424.

Bernhard S.M., Adam L., Atef H., Haberli D., Bramer W.M.,

Minder B., Déring Y., Laine J.E., Muka T., Réssler J., Baumgartner I.
A systematic review of the safety and efficacy of currently used
treatment modalities in the treatment of patients with PIK3CA-related
overgrowth spectrum. J Vasc Surg Venous Lymphat Disord.
2022;10(2):527-38.€2. doi: 10.1016/j.jvsv.2021.07.008.

Cerrato F., Eberlin K.R., Waters P., Upton J., Taghinia A., Labow B.I.
Presentation and treatment of macrodactyly in children. J Hand Surg
Am. 2013;38(11):2112-23. doi: 10.1016/j.jhsa.2013.08.095.

Hardwicke J., Khan M.A., Richards H., Warner R.M., Lester R.
Macrodactyly — options and outcomes. J Hand Surg Eur Vol.
2013;38(3):297-303. doi: 10.1177/1753193412451232.

Couto J.A., Maclellan R.A., Greene A.K. Management of Vascular
Anomalies and Related Conditions Using Suction-Assisted Tissue
Removal. Plast Reconstr Surg. 2015;136(4):511e—4.

doi: 10.1097/PRS.0000000000001558.

Jacob A.G., Driscoll D.J., Shaughnessy W.J., Stanson AW., Clay R.P.,
Gloviczki P. Klippel-Trénaunay syndrome: spectrum and managemet.
Mayo Clin Proc. 1998;73(1):28-36.

doi: 10.1016/S0025-6196(11)63615-X.

Adams D.M., Trenor C.C., Hammill A.M., Vinks A.A., Patel M.N.,
Chaudry G., Wentzel M.S., Mobberley-Schuman P.S., Campbell L.M.,
Brookbak C., Gupta A., Chute C., Eile J., McKenna J., Merrow A.C.,
Fei L., Hornung L., Seid M., Dasgupta A.R., Dickie B.H., Elluru R.G.,
Lucky AW., Weiss B., Azizkhan R.G. Efficacy and safety of sirolimus
in the treatment of complicated vascular anomalies. Pediatrics.
2016;137(2):e20153257. doi: 10.1542/peds.2015-3257.

Sandbank S., Molho-Pessach V., Farkas A., Barzilai A.,
Greenberger S. Oral and Topical Sirolimus for Vascular Anomalies:
A Multicentre Study and Review. Acta Derm Venereol.
2019;99(11):990-6. doi: 10.2340/00015555-3262.

0630pb! nuTepatypbl // Literature reviews




@ POCCUICKIA XXYPHAT 152022

POAOr [ETCKOW FEMATONOrAN u OHKOMOTWIA // Russian Journal of Pediatric Hematology and Oncology

0630pb! nuTepatypbl // Literature reviews

TOMNOL. 9

53. Venot Q., Blanc T., Rabia S.H., Berteloot L., Ladraa S., Duong J.P., Sadoine J., Slimani L., Chaussain C., Laroche-Raynaud C.,
Blanc E., Johnson S.C., Hoguin C., Boccara O., Sarnacki S., Guibaud L., Broissand C., Amiel J., Legendre C., Terzi F., Canaud G.
Boddaert N., Pannier S., Martinez F., Magassa S., Yamaguchi J., Targeted therapy in patients with PIK3CA-related overgrowth
Knebelmann B., Merville P., Grenier N., Joly D., Cormier-Daire V., syndrome. Nature. 2018;558(7711):540-6.
Michot C., Bole-Feysot C., Picard A., Soupre V., Lyonnet S., doi: 10.1038/541586-018-0217-9.

Crarbs noctynwia B penakuuio: 20.01.2022. IMpunsiTa B nevats: 29.03.2022.
Article was received by the editorial staff: 20.01.2022. Accepted for publication: 29.03.2022.



@ POCCUICKIA XXYPHAT 152022

POAOr [ETCKOW FEMATONOMAN u OHKOMOTWIA // Russian Journal of Pediatric Hematology and Oncology TOM/VOL. 9

https://doi.org/10.21682/2311-1267-2022-9-1-45-51 (0

MocTTpomboTHYECKKNIA cCUHAPOM Y AeTell (0630p nuTepaTypbl)

T.1O. SIpomkuna’ 2, II.A. XKapkos!

!DI'BY «HayuonanvHoili MEOUUUHCKUN UCCACO08AMENbCKULL UEHMD OeMCKOU 2eMamoa02UU, OHKOAOUU U UMMYHOA0UU
umenu Jimumpus Poeaueea» Munzdpasa Poccuu; Poccus, 117198, Mockea, ya. Camopst Mawena, 1;

2I'BY3 MO «Odunuyoséckas obaacmuas boavhuya»; Poccus, 143003, Mockoéckas obaacmv, OOuHY08CKULL patioH,

ya. Mapwana Buprozosa, 5

Kounrakrhable naunbie: Tamosna IOpvesna SAgowruna yafoshkina.tatyana@gmail.com

Tocmmpombomuuecxuii cundpom (IITC) — smo omcpouennoe ocaoxnchenue mpombosa eayboxux eéern (TIB), 6 ocHose komopoeo
Aexucum pazeumue XpoHuveckoli eHo3nol Hedocmamounocmu. I1TC npusodum Kk nomepe 6eHO3H020 0OCMYNA, CHUMICEHUIN) KA4ecmea
JCU3HU U3-3Q 02PAHUMEHULL 6 (YU3UUeCKOl U/Uiu No6CceOHe6HOU aKmMUHOCMU, a makice K Kocmemuueckum degpexmam. Yuumvieas,
umo ¢ cayuae pazeumus IITC nocae TIB demu 0Oydym cmpadamv om paziuuubiX QUIUMECKUX U COUUAAbHBIX NOCAeOCMEUlL
6 meueHue MHoO2UX Oecsmuaemuil, npobaembl ceoespemerno20 eviseaerus u npoguraxmuru ITC seasromes ouenv eaxcHoll 3adaueil.
00630p codepicum OarHble 0 pACNPOCMPAHEHHOCMIL, namozenese, paxmopax pucka u ouaenocmuxe [1TC.

KiioueBble ¢j10Ba: mocTTpOMOOTHUECKUI CUHAPOM Y IeTei, TPOMOO3, OCJIOKHEHUSI TPOMO03a TITyOOKUX BEH, BEHO3HBIE TPOMOO3BI
y nereu

Jna mutupoBanus: Sdomxkuna T.1O., XKapkos I1.A. ITocTTpoMOOTHYECKII CUHAPOM Y AeTeii (0030p uTepatyphl). Poccuiickuii
JKypHaJI IETCKOM reMaroyioruu u onkosnoruu. 2022;9(1):45-51.

Undopmanus 06 aBTopax

TIO. Adomkuna: acnupant HMULL ITOU um. Imutpus Porauesa, Bpau-reMaTosior OTACISHUST IETCKOM Temarojoru OIMHIIOBCKOW 00JaCTHOM
GosbHULEL, e-mail: yafoshkina.tatyana@gmail.com; https://orcid.org/0000-0003-2719-1233

I1.A. XKapkoB: 1.M.H., Bpau-Meararp, Bpauy-reMaTosIor KOHCYJIBTaTUBHOTO OTIEJICHUsI, PYKOBOIUTEIb OTAeNa Tatosoruu remoctaza HMULL ATOU
uM. Imutpust PoradeBa, e-mail: pavel.zharkov@fccho-moscow.ru; https://orcid.org/0000-0003-4384-6754, Web of Science ResearcherID: AAP-9203-2020

Bkuag aBropos
T.IO. Adomkuna: 0630p MydaMKaLMii IO TEME CTaTbU, aHAIU3 TTOJYYEHHBIX TaHHBIX, HAMKCAHUE TEKCTA PYKOMMCH, COCTaBICHUE Pe3loMe
IT.A. XKapkoB: aHa/IM3 HAyYHOro MaTepuaia, HayuHoe pelaKTUPOBAHUE CTaTbU

Post-thrombotic syndrome in children (review)

T.Yu. Yafoshkina®?, P.A. Zharkov'

!Dmitry Rogachev National Medical Research Center of Pediatric Hematology, Oncology and Immunology, Ministry of Health of Russia;
1 Samory Mashela St., Moscow, 117198, Russia; *Odintsovo Regional Hospital; 5 Marshala Biryuzova St., Odintsovsky district, Moscow
region, 143003, Russia

Post-thrombotic syndrome (PTS) is a long-term consequence of deep vein thrombosis. The development of PTS leads to the loss of venous
access, cosmetic defects and poor quality of life due to restrictions in physical and/or daily activities. The review contains data on the
prevalence, pathogenesis, prognostic factors and evaluation of PTS. Understanding the occurrence and prevention is very serious because if
PTS develops after deep vein thrombosis, children can suffer from various physical and social consequences that may last for many years.
The review contains data on the prevalence, pathogenesis, risk factors and diagnosis of PTS.
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Beenenne

3a mocjenHUue HECKOJIbKO IeCATUIECTUH BO3POCIIO
KOJIMYECTBO BEHO3HBLIX TPOMOO30B, OCOOEHHO cpeau
TOCIIMTAIM3UPOBaHHBIX nereir [1, 2]. BeposTtHo, 3To
pe3yabTaT Iporpecca B 00JIacTH yXoda 3a TSKeJI00O0Ib-
HbIMM IE€TbMHU, a TaKKEe IOBBILICHUS OCBEIOMJICHHOCTHU
Bpaudeil 0 TPOMOOTHYECKUX OclToKHeHUsIX [1]. Bo3HUKHO-
BeHue TpoM0030B rryookux BeH (TI'B) nmpuBonut K yxyn-
LIEHUIO KA4eCTBa XMU3HU IMalMeHTa, YIVIMHEHUIO CPOKOB
ero npeObIBaHUs B CTAllMOHAPE, a TAKKE TTOBBIILIAET CTOU-
MocThb JieueHus [2]. Ocnoxnenus TI'B kiaccupuumpyor
B 3aBUCUMOCTH OT JIOKaau3aluy TpoMba. OHU BKIIOYAIOT
B ce0sI:

*  moctTpoMboTuyeckuii curmpom (ITTC), koTto-
PBIif MOXKET BO3HUKHYTH rmociie TI'B BepxHeit nian HUKHe i
KOHEYHOCTH (OCHOBHBIE CUMIITOMBI: OT€K, 00JIb, Bapu-
KO3HOE paclIipeHKe BEH, B TSIKEIIBIX CyYasiX — sI3BbI);

. MOCAEACTBUS  TPOMOOAMOOIUM  JIETOYHOM
apTepuy (IOBBILIICHUE OaBJICHMS B JIETOYHOM apTepuu
U, COOTBETCTBEHHO, PAa3BUTHUE CEPACYHO-JICTOYHOI HE0-
CTaTOYHOCTH);

*  IIOCIENCTBUS TPOMOO30B BEH pEIKMX JIOKa-
nu3auuii (LeHTpajibHasi HEpBHAas CUCTeMa, TPOMOO3bI
BHYTPEHHUX opraHoB). CHUMITOMBI BKJIIOYAIOT B ceOs
HapylieHre (YHKIMU ITOPaX€HHOro OpraHa, BIUIOTb 0
arpoduu [3].

IITC — »t0 HauboIee pacIpoCTpaHEHHOE OTCPOUYEH-
Hoe ocyioxkHeHue TI'B y neTeii, B OCHOBE KOTOPOTO JIEKUT
pa3BUTHE XPOHUUYECKOI BEHO3HOM HEAOCTATOYHOCTH [4].

Pacnipoctpanennocts I[1TC B pa3nnuHBIX MCClIeI0Ba-
HUSIX OLIEHMBAETCSI JOBOJBHO BapuabenbHo. I1o qaHHbIM
CHCTEMAaTUYECKOro 0030pa JIMTEepaTyphbl, YaCTOTa BCTPE-
YaeMOCTU pa3inyajach Uil IMPOCIHEKTUBHBIX U PETPO-
CIIEKTUBHBIX uccenoBanuii (17 % 1 43 % coOTBETCTBEHHO),
TaKXKe BaXKHO ObLJIO YYUTHIBATh, IPUMEHSUIMCh JIM CTaHIap-
TU3MPOBAHHBIC METOIBI OILICHKU JIJI1 TOCTAHOBKM TMAarHO3a
IITC. Cpennensseuiendas yacrora IITC cocraBuna 26 %
[4]. OLIeHUTDb YaCTOTY B OTAEIBHBIX IPYIIIIAX IeTei, HAIIPH-
Mep, IIPU KaHLEPOIeHHOM M KaTeTep-acCOLMUPOBAHHOM
TpoMOO3e, ObLJIO 3aTPYAHUTEBHO M3-3a HENOCTAaTKA KIU-
HUYECKUX UCCIeIOBaHMI B 3TOi obsacTu [4].

B HacrosIee BpeMst ucciaenoBaHus B 00J1aCTH acrek-
TOB TIaToreHe3a, (PakKTOpPOB pHUCKA M JIaDOPaTOPHBIX
mapkepoB pasButusi [ITC HabupaloT aKTyaJlbHOCTD.
ITouck GMOMapKepoB ITOMOXET IMPOTHO3UPOBATh PUCK
pazButug I1TC, a TakKe ChIrpaeT BaXXHYIO poJjib B CO3/1a-
HUM PUCK-acCOLIMUPOBAHHBIX Mojeneii [1]. Kpome Toro,
3aCJIy>KMBalOT 0COOOr0 BHUMAHMSI MCCIICIOBAHUS, OLle-
HUBaloIIMe 6e30MacHOCTb U 3(PPEKTUBHOCTH TEPATIeBTU -
yeckux nmoaxonos K TT'B, 4To Morjio ObI CHU3UTH paciipo-
crpaneHHocTb [TTC [1].

IITC npuBOIUT K CHUKEHUIO KayeCcTBa XXKU3HU JeTei
[1, 3, 5], a ipu TSKEJIOM TeYEHUU — TIOBBIIIAET PUCK
MHBaJIMIM3ALUY BO B3POCIOM BO3pacTe, MO3TOMY IIPO-
¢unakTuka ociaoxHenuii TT'B sgBnsiercst oueHb BaXKHOI
3a1a4yeit.
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ITaTorenes

Hannbie o natodpusuonoruu [ITC B ocHOBHOM IOJTYy-
YeHbl M3 KIMHUYECKUX HMCCACNOBAHUI, BBITTOJIHEHHBIX
cpenu B3pocibix. IlaToreHes ckiaabiBaeTcsl U3 2 OCHOB-
HBIX 3BEHBEB: 3TO OOCTPYKIIUSI BEHO3HOTO OTTOKA TPOM-
0OTMYECKMMU MaccaMM M HEIOCTaTOYHOCTb BEHO3HBIX
KJIaraHoOB, JoItycKatoiias pediioke. M3-3a HapyleHus
OTTOKA IIPOCBET BEHBI PACIIMPSIETCS, a TAKXKE CO3MAeTCsI
TOBBIIICHHOE TaBJIEHNE B BEHO3HOM pycJjie. 3aTeM B I1aTo-
JIOTMYECKUI TIPOIIECC BOBJICKAIOTCS KaIlWLISIPHI, IIPOMC-
XOIUT TPaHCCYAAIMs XUIKOCTH B OKPYXKaloIlMe TKaHW,
B pe3yJibTaTe Yero BO3HUKAIOT OTEKM, TUITIOKCUST TKaHEH,
M BIIOCJEACTBUU TOIKOXHBINM (hbMOpPO3 U M3IBSI3BICHUE
KOXKHBIX ITOKPOBOB [ 1, 6].

CylecTByeT TeCHasl CBSI3b MeEXIy BOCIAJCHUEM
¥ TpoM0O030M. BocrnanutenbHbIN poliecc Ha YpOBHE TTy-
0OKMX BEH MOXET CIIOCOOCTBOBAThH Pa3pyIlIeHUIO BEHO3-
HBIX KJIalIaHOB, PeIIIOKCY M MOCIEAYIONeMY Pa3BUTUIO
IITC [7]. B nutepaType ecTb UcCIeqOBaHUS O B3aMMOCBSI -
31 BOCHAJIUTEIbHBIX ITUTOKMHOB U MOJIEKYJ aare3uu
¢ pazButuem I1TC.

Hanpumep, H. Shbaklo et al. mpocnekTUBHO IIpo-
AHAJIM3MPOBAIM CBSA3b MEXAY YPOBHSAMU 4 LIUTOKMHOB
(IL-6,1L-8,I1L-10u MCP-1),2monekynanresnu (ICAM-1
n VCAM-1) u pasButuem [ITC y manmeHTOB C CHUM-
nromatnyeckum TI'B. KonleHTpamum ObUIM OLIEHEHBI
yepe3 4 Mec OT BO3HMKHOBeHUs cumiitomoB TI'B, manee
MalMeHThl HaXOAWJIWCh IOA HaOMIOAeHWEeM B TEYCHME
2 JIeT, 4YTOOBI OLICHUTH, pasoBbeTcs i y Hux [1TC. Hccre-
JIoBaHUE ToKa3ao, y nauueHToB ¢ I1TC koHIeHTpauuu
I1L-6 u ICAM-1 ObLIM CYIIIECTBEHHO BBIIIE, YEM B IPYIIIIE
0e3 ocioxkHeHuii. JIpyrue Mapkepbl He KOppeaupoBan
¢ pazButuem I1TC [8].

E.M. Roumen-Klappe et al. oleHUIM ypoBeHb BOC-
naJnTeabHbIX MapkepoB — IL-6 u C-peakTuBHOrO 0€jika
(CPB) — y nmaumenToB ¢ TI'B B ocTpoii ¢hase u y maliie HToB
¢ IITC. B xone uccienoBaHuss OHU MPOJEMOHCTPUPOBA-
JIM, YTO y IIALIMEHTOB C IIOBBIIIEHHOW KOHLIEHTpaLUEN
IL-6 u CPb B ne6iote TI'B orMeuanoch IOBbILLIEHHOE AaB-
JIEHHEe B BEHO3HOM pycJie yepes 3 Mec, a uepe3 T'oJl MOBhIIIa-
Jach yactoTa pa3Butus [1TC. Y GoJIbHBIX ¢ BHICOKMM YPOB-
HeM IL-6 Bo3pacTajl pucK HEIoJIHOM peKaHau3auu [9].

Pekananuzanuss  sBAseTcsl  OOBIYHBIM  SIBJICHUEM
nociae octporo TI'B, Ho hakTOp®BI, BIUSIOIINE HA HEee, 10
KoHLIa He m3y4yeHbl. M.H. Meissner et al. ucciegoBanu
B3aMMOCBSI3b MEXIY peKaHaau3alMeil U I1a3MEeHHBIMU
MapKepaMH CBepTbIBaHUS U UOPUHOM3A, TAKUMU KaK
npoTpoMOMHOBBIN (pparment 1 + 2 (F1 + 2), akTus-
HOCTh TKaHEBOTO aKTHBaTopa Iuia3MuHOreHa (t-PA),
aKTUBHOCTb HMHTUOWTOpa akKTUBaTopa IJJa3MUHOTEHA
(PAI-1) u xoHueHTpanus antureHa t-PA. JlaHHbIe Map-
Kephbl OMpenessuid Tepel HavyaloM aHTUKOAryJsSHTHOM
Tepanuu, 3ateM uyepe3 14 mHeii, 1 Mec n Kaxkable 3 Mec
B TeueHue | roma nmocie snuzona TI'B. IpoueHT pekaHa-
JIN3a1uy ObLT HAIIPSIMYIO CBSI3aH C UCXOMHBIMU YPOBHSIMU
akTuBHOCTHU t-PA 1 obpartHo mpomnopuuoHaneH F1 + 2,
antureny t-PA u PAI-1 [10].
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Takke B peKaHaIuM3alMUM M OpraHU3allM Tpomba
MPUHKUMAIOT yYacTHe JEeUKOLUTh. YacTo TpoMO IJIOTHO
MpUJIeTaeT K CTeHKE BEHBI, COOTBETCTBEHHO, IPOIIECCHI,
MPOUCXOJSIINE BHYTPU TpoMba, Heu30eXXHO 3aTparu-
BalOT BEHO3HYIO CTEHKY. TaK, B Ipoliecce OpraHu3aliiu
TpoMOa MOXKHO BBIIEIUTD 3 3Tarna [7]:

1. Octpslii TIepuona, XapaKTepU3YIOIIUIACSI MUTpa-
el HeUTpo(UI0B B TPOMO M BEHO3HYIO CTEHKY, TI¢ OHU
MOTYT CITOCOOCTBOBaTh KaK TPOMOOJIUTUYECKOMY IpPO-
LIECCY, TaK U BBI3bIBATh MOBPEXIEHUE BEHO3HON CTEHKU
U KJIalIaHOB U3-3a CEKPEIIUM IPOoTeas v IIPOBOCIAIUTEb-
HBIX HIUTOKMHOB [7, 11].

2. TlomocTphlii meprom, Tae B MPOLEecC PEKOHCTPYK-
MY TpoM0Oa ¥ HEOBACKY/ISIpU3alIMi BOBJICKAIOTCS MOHO-
uTH [12].

3.  XpoHMYECKMii, B KOTOPOM aKTHBHUPOBAHbIE
¢GuOpoOIACTHI BBI3BIBAIOT PEMOJCTMPOBAHNE BEHO3HOM
CTeHKU U (HUOPO3, B pe3yJbTaTe CTEHKN BeH CTAaHOBSTCS
XKECTKMMU M HEeMOJATIMBBIMU, YTO MPUBOAMUT K TOBBI-
IIEHUIO BEHO3HOI'O NaBJICHUS] M Pa3BUTUIO CUMIITOMOB,
xapakTtepHbix 11 [TTC [7].

IMoxoxue manubie monyyuiau A. Chandrashekar et al.
B cBoeM uccrnenoBaHUM OHU M3yYald PEMOJACIMPOBAHUE
CTEHOK BeH Y MallMeHTOB B 3 rpyIIrax: OCTPbIil TPOMOO03 6e3
ITC, mamentsi ¢ I[TTC, a Takske B rpyriie KOHTPOJIS (300~
poBbIe). MI3MepeHus TIpOBOAMINCH C TIOMOILBIO YIbTpa3-
BYKOBOT'O MCCJIEIOBaHUS C BBICOKMM pa3pelieHueM. DTo
MPOCIIEKTUBHOE KIMHUYECKOE HCCIeI0BaHME I10Ka3ajo,
YTO KakK y MalueHToB ¢ ocTpbiM TI'B, Tak 1 y manmeHToB
¢ [ITC nabmomaercs yToaleHUEe CTEHOK BEH B MOPaKeH-
HBIX CEIMEHTAaX I10 CPAaBHEHMIO C KOHTPOJIbHOM I'PYIIIONA.

HenopaxeHHble cerMeHTHI BeH y mauueHToB ¢ [1TC
TakKe ObUIM TOJIIIE 110 CPaBHEHUIO C TPYIIION ¢ OCTPHIM
TI'B 6e3 IITC u ¢ rpymnmnoii 3A0pOBLIX MCCIEAYEMBIX.
ABTOPBI CTaThU MPEAIIOIATal0T, YTO OMHOM U3 BO3MOKHBIX
MPUYMH MOXET OBITh pa3BUTHE BEHO3HOTo pediiokca
y nauueHToB ¢ I[TTC [13].

CoOTBETCTBEHHO, OBICTPOE U IOJIHOE paccachbiBaHUE
TpoM0Oa CHIKaeT pUCK MTOBPEXIEeHUS] CTEHOK BEH U KJia-
IMTAaHOB M YMEHBIIIAET WIM MPEeIOTBpaIlacT pa3BUTHUE XPO-
HUYECKOI BEHO3HOU HeJocTaTOYHOCTH [14—16].

®akTopsl pucka

B HacTosiiiee BpeMsl BBbISIBIEHO HECKOJIBKO MPOrHO-
ctnyeckux mapkepos pasputus [1TC y gereii.

OOpamiaer Ha cebsg BHUMaHUE, YTO BHIOOPKHU IeTeil
B MCCIECIOBAHUSAX JOBOJIBHO pPa3HOPOAHbIE M YHUCIO
MaLMEHTOB HEBEJIMKO, YTO OrpaHMYMBAECT BO3MOXHOCTHU
0000111eHUS pe3yabTaToB [1].

®daxkropsl pucka paszsutust ITTC MoxXHO KiaccuuLn-
poBaTh cieayomuM oopaszom [1]:

®  (CéA3GHHbBIE C NAUUEHMOM U €20 AeHeHueM: UHIECKC
maccel Tena (MUMT), comyrcTBylolue 3aboyieBaHUS,
TaKue KakK BPOXICHHBIN ITOPOK Cepilla, HaJIuyue LeH-
TpajabHOro BeHo3Horo karerepa (LIBK).

V nereit ¢ moBbiieHHBIM MMT uyaie pasBuBaeTcs
IITC, ogHako maHHBIN MTOKA3aTeb HEe SIBJISIETCS MPeInK-
topoM passutus [T1TC [17, 18]. [Tokazarenu UMT B Haua-
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JIe MCCIeIOBaHMS He KOPPEIUPOBAIU C PUCKOM Pa3BUTHS
IITC; ognako 3HaueHusi UMT, 3amepeHHBIe B KOHIIE
HCCIIeNIOBaHUsI, TOKa3adyd TOCTOBEPHYIO KOPPEJSIIUIO
¢ pazButuem [1TC. OxupeHue yBeJIuunBaeT pUCK pa3BU-
s Tsekenoro I1TC, a Takke TPUBOAUT K OrpaHUYEHUIO
(usnueckoii aktuBHocTu. CHumXeHMe Beca mocie TI'B
Kak cpenctBo mnpoduiaaktuku passutus IITC ocraercs
MPUBJIEKATEIALHON TMIIOTE30i IS TIPOBEPKU B OYAYIINX
ucciaegoBaHusx [17, 18].

Takue dakTopbl, KaK IMOJ M HaJUUME BPOXIECHHBIX
MOPOKOB Cep/ilia, He KOPPEIUPOBAIU C Pa3BUTHEM ITOTO
ocioxHeHus [19, 20].

Okoo 50 % cayyaeB TI'B y ngereit u mourn 90 %
HaOJIIOAeHUT BEHO3HBIX TPOMOO30B Y HOBOPOXIEHHbIX
cBs13anbl ¢ HanmmuueMm LIBK [1]. Bonblnoe kommyecTBo
cayyaeB LIBK-acconmmpoBaHHBIX TPOMOO30B IIPOTEKAIOT
0ECCUMIITOMHO U ITO3TOMY He oOHapyXuBalotces [21], Tem
He MmeHee pasButue [1TC y pereit mocne LIBK-accouu-
MPOBAHHOTO TPOoMOO3a He penkocTh [22]. B ¢Bsa3u ¢ yem
BaXXKHBIM acCIIeKTOM SIBJISIETCS] M3YYEHHE BOIPOCa: MOXKET
1 nmpoduaakTAIecKas Teparnus y 1eTeii CHU3UTh KOJU-
yecTBo LIBK-acconumpoBaHHBIX TPOMOO30B, 1, COOTBET-
CTBEHHO, YaCTOTY KaK KPaTKOCPOYHBIX, TaK U TOJITOCPOY-
HBIX OCJIOXKHEHU?

Pentrenonornuecku mnoarBepxaeHHbiin ILIBK-acco-
muupoBaHHbiii TT'B 1 okkmo3us LIBK 6e3 ycraHoBieH-
Horo aguarHo3a TT'B sgBnsiioTcst mporHoctTuyeckumMu ak-
topamu pazsutus [1TC [1, 22—24];

®  cgA3aHHBIEe ¢ MPOMOOM: KOJIMYECTBO TPOMOM-
pPOBaHHBIX BeH, OTCYyTCTBME paspeiieHus TI'B, peuuaus
TI'B [18, 25].

R. Kumar et al. B mocnenyioliiem uccieqoBaHUM TaKXKe
MOATBEPXKIAIOT, YTO HE3aBUCUMBIMU MPEIUKTOPAMU pa3-
Butust [1TC 6bIM cTeneHb BEHO3HOTO TpoM003a (a MMEeH-
HO KOJIMYECTBO TPOMOMPOBAHHBIX BEHO3HBIX CETMEHTOB
Ha MOMEHT IIOCTAaHOBKHM IMarHo3a), a TakKXKe HaJIndue
PELIMIMBUPYIOIIETO HUIICUIATepabHOTO TpoM0bo3a (mpu
onHodakTopHOM aHanu3e) [18].

Taxke TOBOJIBHO MHTEPECHO OLIEHUTDH PUCK Pa3BUTUS
[ITC y maiiueHTOB ¢ CUMIITOMAaTUYECKUM/aCUMIITOMATH -
YecKUM TpoM0Oo30oM. B mccienoBaHusIX cpeny B3pOCbIX
JaHHbIE OBOJbHO MpoTuBopeunBhl: J. Ginsberg et al.
npoaeMoHcTpupoBaiu, 4yto yvactora IITC, BeposTHO,
HIKe mociie 6eccummnromHoro TI'B, oGHapykeHHOTO TIpn
MOCJIEOIePallMOHHOM CKpUHUHTE [26]. OgHAaKO B Apyrux
paboTax rmokazaHo, YTo O€CCUMMIITOMHBII Mocjieornepam-
onHblii TI'B noBbiaeT puck pazsutus [1TC [27].

ITo nanubeiM S. Kuhle et al., gacrora [1TC y nereii ¢ 6ec-
CUMIITOMHBIM TeueHueM TI'B Obuta aHamornyHa 4actoTe
IITC y pereit ¢ cumnromatuueckuM TT'B. JlanHbIi akT
yKa3bIBaeT Ha TO, UTO JOJTOCPOYHbIe ocnoxHeHus TT'B
HE MEHee YacThl Jaxe MPU OTCYTCTBUU CUMIITOMOB TPOM-
603a [28];

®  puomapkepot naazmol (T. €. TIOBBIILICHE KOHIICH-
Tpaluu D-nuMepa, MoBBIIEHWE AKTUBHOCTU (aKTopa
VIII, CPB).

ITo nannbiM uccnenoBanust R. Kumar et al., Mmapkepsl
TpoMOOGWINK, TaKue KaK AedUIIUT TpOoTenHa S, TIpoTe-
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nHa C, antutpoMmouH I11, Hanuuue myTtauuu B (pakTope V
Leiden u pakrope 11 G20210A, He MOBBIIIAIOT PUCK pa3-
Butus [1TC [18].

INoBbiieHHas KoHueHTpanus dakropa VIII B minas-
Me (> 150 ME/n), D-mumepa (> 500 Hr/Mi) uiam odounx
MapKepoB Mpu IocTaHOBKe auarHo3a TI'B u croiikoe
MTOBBIIIIEHUE XOTSI ObI OMHOTO M3 3TUX MoKa3aTeseit mocie
3aBEpIICHUsT CTaHAAPTHOTO Kypca aHTUKOAryJsSHTHOM
Tepanuu (3—6 Mec) ABISIOTCS MPEAUKTOPAMU Pa3BUTUS
OCJIOKHEHMI, TaKUX KaK OTCYTCTBUE pa3peIlieHUSI TPOM-
6a, peuuauB TT' B, pazsutue I[1TC [29].

N.A. Goldenberg et al. oTMeUYalOT, YTO MeXaHU3MBbI,
C TTOMOIIIBIO KOTOPBIX MOBBIIIIEHHAsI KOHIIEHTpaIus (hak-
topa VIII cmocoO¢cTBYeT NepBUYHOM U peLIMAVBUPYIOLLIEH
BEHO3HOI TpoM003MO0IMM, HesIcHEI. [Ipeamonaraior, 4To
MoBbILIeHHas KoHLieHTpaus gakropa VIII odbycnosieHa
HAacCJIeACTBEHHOM MPeapacIioNoKeHHOCTHIO WU SBISIETCS
PE3yJIBTaTOM TUIIEPPEaKTUBHOCTU SHIOTEIMS B OTBET Ha
MOpaxkeHUe COCYAUCTON CTEHKHU (4TO MOXKET ObITh OTHOM
U3 TIPUYMH TpoMOooOpazoBaHus) [29].

W. Kreuz et al. uccnemoBanu posb pakropa VIII y neteii
¢ TT'B. OHu mpearoiaraioT, 4TO €ro BbICOKasi KOHIIEH-
Tpalusl CIIOCOOCTBYET MOBBHIIIEHUIO pUCKa TpoMmbo3a 3a
CUeT yCUJIeHUs 00pa30oBaHUsI TPOMOMHA WJIM UHAYKIIAU
MPUOOPETEHHOM YCTOMYMBOCTU (hakTopa V K aKTUBUPO-
BaHHOMY npoterHy C. OnHaKO MOJIEKYISIpHbIE MEXaHU3-
MBI, KOTOpPbIE€ MPUBOMIT K IMOBBIIIEHUIO KOHILIEHTPAIIUU
daxropa VIII, no cux rmop HesicHbI [17].

B ortmnune ot N.A. Goldenberg et al. W. Kreuz nipu-
11T K BBIBOJLY, YTO MOBBIIIIEHUE KOHIIEHTpAIIMK (haKkTopa
VIII He oka3wiBaet BiussHUs Ha pa3sutue [TTC.

BrisBieHMe monoKUTeIbHOM TPOOBI Ha BOTYaHOUYHBIH
AHTUKOATYJISHT B TeUCHUE 2 Helesb MOCJe MOCTaHOBKU
nuarHo3a TI'B 3HaunMo yBenMuMBajao IIAHCHI pa3BUTHUS
IITC [30];

®  cgA3aHHble C qeqeHuem mpomobo3za (T. €. BpeMms
U TIPONODKUTEIBHOCTD AHTUKOATYISHTHOM Tepamuu
[31—33], ucnonb3oBaHue MEXaHMYECKOIO MM (hapMaKo-
JIOTUYECKOTO TPOMOOJIM3NCA).

I[IpumeHeHne TPOMOOIUTUYECKON Tepanuu IPUBO-
JIIUT K 0oJiee OBICTPOMY YIYUYIIEHUIO ITPOXOAUMOCTHU BEH
1 YMEHBIIICHUIO CTEIIEHU TTOBPEXKIESHNS KJIallaHOB B CPaB-
HEHUM C MOHOTepanueil aHTtukoaryasHtamu [34, 35].
OmHako Bce ellle He TOCTaTOYHO NaHHBIX JIJIS TOTO, YTOOBI
pPeKOMeHI0BaTh TPOMOOJIM3UC B KayecTBe 1-ii JIMHUM
tepanuu npu TI'B mns npodunaktuku pasputus [1TC
y nereii [36].

Paspaborana puck-accolMMpoBaHHAsI MOMEIb IS
BBISIBJICHUSI B3POCIBIX IMAILIMEHTOB C BHICOKM PHICKOM pa3-
Butust IITC. IlpeaukTopaMu BBICOKOTO PHCKa SIBIISIIOTCS
nokanuzauus TT'B B moas3noiHoi Bene, UMT > 35 kr/m?
U CTEeIeHb TSDKECTU Mo InKajie BwimanTta oT cpemHel 10
Tsikenoii ipu auarHose TIT'B. ITo cpaBHeHMIO ¢ TaleH-
Tamu ¢ 6amom 0, y OOJIBHBIX ¢ 0aJlJIOM > 4 OTHOIIEHUE
maHcoB 111 pa3Butus I1TC cocrasmsito 5,9 [37].

Jna mpuMeHeHUsT B JETCKOM IMPaKTUKE CYIIIECTBYET
monenb oueHku IITC, paspaborannas S. Kuhle. Ona
BKJTIOUAET B ce0s 3 moKa3aTeJis:
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*  CTemeHb paspelleHus TpombOa (IToJHas/9acThud-
Has1/oTcyTcTBYyeT). OTCYTCTBHE peKaHAIM3allud WIN
YBEJIMYEHUE pa3MepoB TPoMOa IOBBIIIAIOT IIAHC Pa3BU-
tus I1TC B 3,96 pa3a 110 cpaBHEHMIO C IEThMU C MOJHBIM
paspelieHrueM Tpomoa.

OlLICHUTH BIMSHUE pelIMAMBa TpoM003a Ha PUCK pas-
Butus [ITC He mpencTaBisyioch BO3MOXHBIM, TaK Kak
YUCJIO MAlMeHTOB ¢ peruauBupytomumu TI'B B uccieno-
BaHMUU OBLIO JOBOJBHO HEOOBIINM.

*  KOJUYECTBO 3aTPOMOMPOBAaHHBIX cocynoB. Kax-
JIbI TOTIOJTHUTEIBbHBIA COCY/l, BOBJICUEHHBIN B TIPOLIECC
TpoM003a, nosbiaeT puck ITTC B 2,05 pa3a.

*  IJIMTEJIbHOCTH HAOJIIOMEHUS 32 MAlIMEHTOM IT0CIe
smu3ona TI'B. C xaxnbIM romom Iocie TpoMbo3a pUcK
pasButus [1TC nosbimancs B 1,22 paza [25].

JInarHocTuka

HuarHoctuka IITC ocHoBBIBaeTCS Ha KIMHUYECKUX
CUMIITOMAX, Xajobax MalMeHTa M JaHHBIX OCMOTpA.
B Hacrosiiiee BpeMsl HeT J1JaOOpaTOPHBIX WM MHCTPY-
MEHTaJIbHBIX TECTOB, KOTOPBIC SIBISIIOTCS CTaHAAPTOM
nuarHoctuku ITTC [1].

CHMIITOMBI MOTYT 0€CTIOKOUTH MIOCTOSIHHO WJIM TIePU-
OIMYECKU, BO3MOXHO YXyIIIeHUEe KIMHUYECKON CUTya-
1My co BpeMeHeM. K OCHOBHBIM IpU3HAaKaM OTHOCSITCS
OTeK, 00Jb B HOTaxX, BapMKO3HOE paclIdpeHue MOBEpX-
HOCTHBIX BEH, YIUIOTHEHME KOXKU U B TSKEJIBIX CIyJasax —
nosiBieHue s13B [38].

Tak xak ocHoBHBIe cuMnToMBI I1TC cxoxXu ¢ KIMHU-
koit TI'B, 4T0oOBI pa3rpaHUYUTh 3TU 2 COCTOSHUS, HEOO-
XOAWUMO YACIUTh BHUMaHUE BPEMEHM YCTAHOBKU TMArHO-
3a. MexayHapoaHoe O0IIeCTBO 110 TPOMOO03y U reMOoCTa3y
npeaiaraeT OpUeHTUPOBATHCS Ha CICIYIOIIYIO CXeMY TP
yCTaHOBKe auarHosa [3]:

*  «Bo3MoxHbIid [ITC» — 1o 6 Mec 1ocjie OCTporo
TT'B;

e «monarBepxnaeHHblir [ITC» — He meHee 12 Mec
nocie nuarHoctuku TI'B.

Hng cranmaptuzauuu oneHku [ITC paspaboTaHbl
olleHOouHbIe miKaiael. Cpeny HUX IKanda Buimanta u ee
aganTUPOBAHHBIM BapMaHT UISI IPUMEHEHHUS B Ieaua-
tpuueckoit mpakTtuke (Villalta scale/Modified Villalta
scale), KIMHUKO-3THOJIOTO-aHATOMO-TIaTO(U3NOJIOTUYE-
ckag mkana (CEAP) u mkana Manko-/IxxoHcoH (Manco-
Jonson instrument).

HaHHple MO BaaugalMU IIKaJbl OITyOJMKOBaHBI
TOJIBKO 1151 1Kayibl Manko-JIxxoHcoH [39, 40]. Mcmonb-
30BaHME JAHHOM IIKaJbl BOBMOXHO Kak y nereit ¢ TI'B
HIDKHEN KOHEYHOCTH, TaK U rocie nepeHeceHHoro TI'B
BepxHell koHeuHocTH [39, 40]. Illkana MaHko-/I>)koHCOH
BkimovaeT B cebs mkany CEAP aist oueHKr cuMnToMoOB
XPOHUYECKOM BEHO3HOM HETOCTAaTOYHOCTHU, a TAKXKE IIKA-
1y 6onu BoHnra—beiikepa mist olieHKM 60JIeBOro CUHAPO-
Mma [41].

I1pu ncronbp3oBaHuy mKaabl MaHKo-JIXXOHCOH TIpo-
M3BOJIUTCS OIIEHKA HE TOJIBKO MOPakeHHOI KOHEYHOCTH,
HO M 3I0POBOI, 3aTeM MOXKHO CPaBHUTD 1aHHbIe. CpaBHU-
TEJIbHBIN aHAIU3 BKIIOYAET B Ce0sI OLIEHKY KJIMHUYECKUX
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MpU3HAKOB (OTEK, KOJUIaTepajbHOe KpOBOOOpallleHUE,
M3MEHEHMUS U U3bsI3BJICHMS KOXKI) U 00JIEBOrO CUHAPOMA
(B IIOKOE, B TeUEHME €XKEIHEBHOM aKTUBHOCTH 1 BO BpeMsl
yIpaxxHeHuin) [41].

MoaudunmpoBaHHas IKaia Bwinanra sBisercs
MPOM3BOIHOM OT LIKaJbl BujutanTa, KOTopas MCIIOJb3Y-
ercs mis oueHku [1TC cpenn B3pocibIx mauueHToB [41].

IlIxama Bunnmanta mis B3pOCHBIX BKJIIOYAeT B CeOs
OLIEHKY 5 CYOBEKTHUBHBIX CUMIITOMOB, O KOTOPBIX COO0-
1aeT mnauueHT (crmasM, O00Jb, TSKeCTb, IapecTe3uu
U 3ya), 6 00bEKTUBHBIX IIPU3HAKOB, KOTOPbIE OLICHUBA-
I0TCS MEAULMHCKUM pPaOOTHUKOM (OTEK, YIIOTHEHUE
KOXM, TUIIEPIMIMEHTALMs, OpUTEMa, paclIMpeHue
IMOBEPXHOCTHBIX BeH U 0O0JIb IIPU CIABIMBAHUU TOJICHN),
M HaJIMYKMe WIM OTCYTCTBUE BEHO3HBIX s13B. Kaxknplii u3
9TUX ITYHKTOB OIleHUBaeTcs 1o Ikaie ot 0 mo 3, 3arem
MOJICUUTHIBAaETCs oo1Mit 6am [42].

Monndukaunm mKagbl, IpOBEASHHbIE IJISI UCITOIb30-
BaHUS B MEIMATPUYECKON IpaKTUKE, BKIIOYAIOT B CEOsI:
YMEHBIIIEHUE KOJIMYECTBa CUMIITOMOB 10 2 (00JIb M 0TEK),
J100aBJIeHYE HOBBIX IPU3HAKOB: YBEJIMYEHUE OKPYKHOCTU
KOHEYHOCTH, HaJIM4ue KOJUIATepabHbIX COCYIOB, TaKXe
M3MEHEHUE CUCTEMbl OLIEHKM: KaXKIblii IPU3HAK OLIEHM-
Baetcs B | wim 0 6a/10B (MIPpUCYTCTBYET UJIU OTCYTCTBYET).
Janee B 3aBUCMMOCTU OT CyMMapHOTO KOJIMYeCcTBa Oai-
JIOB BO3MOKHO Kiaccuduuuponarth [1TC kak [25]:

* (0 0amI0B — OTCYTCTBYET;

ot 1 10 3 6anioB — JIETKuii;

e 0T 3 ;1o 8 6a/IOB — YMEPEHHBIIA;

e 8 Oa/oB U OoJjiee WM MPU HAJTUUYUU BEHO3HOM
s13Bbl — Tsikenblii [TTC.

B 2015 r. L. Raffini et al. mpoBenun cpaBHUTEIbLHOE
HUccieaoBaHMe 3 OLIGHOUHBIX IIKaJl: INKajdbl MaH-
Ko-JI>XKoHCOH, MoauULUMpPOBaHHON IIKaabl Bunanra
M 1Kajael Bujutanta, NpUMEHSIIONICHCS Y B3pPOCIbIX
MalnueHToB. Pe3ynbrarhl, MoaydYeHHbIe IpY IPUMEHEHUN
MEePBbIX 2 IIKaJI, OTIMYHO KOPPEIMPOBAIU APYT C IPYTOM,
OHAKO TPU CpPaBHEHMUU C 3-11 IIKaJIO ObUTM OTMEUEHBI
3HAYMMBbIE PACXOXICHUS B YYBCTBUTEIbHOCTU OIIpEaesic-
Hus ITC. INeguatpuyeckue IIKamabl JEMOHCTPUPOBAINA
BBICOKYIO YYBCTBUTEJIBHOCTh Ipu auarHocTuke I[1TC,
IIpU 3TOM B OOJIBIIMHCTBE CJIy4aeB PErMCTPUPOBAIOCH
nerkoe TedyeHue [43]. OOHapyXeHME HE3HAYMTEIbHBIX
M3MEHEHUI 0YeHb BaXKHO, TaK KaK BbISIBJICHHBIE B OoJiee
paHHEM BO3pacTe OHMU MOIYT IIPEBPATUThCS B KIMHUYE-
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cku 3Hauumblii [ITC B Oynymiem, mosToMy HEOOXOIUMO
JOJITOCPOYHOE HAOJII0AeHNE 3a MaliMeHTaMu [43].

CorylacHO peKoMeHaAauusaM MexXayHapomaHOro oo1e-
CTBa TPOMOO3a 1 reMOCTa3a, HET HUKAKMX T0Ka3aTeJbCTB
nperMyllecTBa 1mKaabl MaHkKo-JI>KOHCOH Hag Moaudu-
LMpOBaHHOM 1Kajaoi Bunnanta. OqHako Kaxaas U3 HUX
MMeEeT CBOM OCOOEHHOCTH.

IIIxana MaHko-/I>KOHCOH TOBOJILHO ITPOCTA B UCTIOb-
30BaHMM, BalMaupoBaHa [41], HO He TTO3BOJISIET OLIEHUTD
tskecTh IITC. Takxke TOT (hakT, 4TO BaaMJALMOHHBIE
HCCIIeI0BaHMUsI ObLIM HEKPYITHBIMUA U MOHOIICHTPOBBIMH,
CHIKAET €€ JMarHOCTUYECKYIO LIIEeHHOCTH [1].

MoauduiiipoBaHHy0 IIKany BuianTta Jierko mpu-
MEHSTh B KJIMHUYECKON MpakTuke [4], oHa IO3BOJISIET
nuddepeHimpoBath creneHb Tsokectu IITC, Ttakcke
HCCIIeIOBAHUS 10 TPUMEHEHMIO Kbl SIBJSIUCH MHO-
roleHTpoBbIMU. K OTpHUIIaTebHBIM CTOPOHAM OTHOCST
OTCYTCTBHME HOPMATUBHBIX JAHHBIX IO 3IOPOBBIM ACTSIM
U OTCYTCTBHUE YUEOHBIX MaTepHaloB, KOTOPBIE 00IeTIaIn
OBl ee peanu3anuio [1].

Takum 00pa3oMm, B KIMHUYECKOH IpaKTUKE U IIpU
OpraHu3alliy UCCAeIOBAaHUN PEKOMEHI0BAHO UCITOIb30-
BaTh 00a MHCTpyMeHTa. KOHEUHOI1 11eJ1bIo SIBJISIETCS pas3-
paboTKa eAMHOr0 MHCTPYMEHTAa Ha OCHOBE ONTUMAaJIbHBIX
XapaKTEePUCTUK CYIIECTBYIOIIMX IIKaJ [4].

3akioyenne

Hecmotpst Ha TO, 4TO MOHMMAaHUE OCHOBHBIX MEXaHU3-
MOB, KOTOpbIe TpUBOAAT K pa3Butuio I1TC, yaydmmnocs
3a MOCJIeIHEe AeCITUIECTHE, OCTAIOTCS IIPOOEIIbl B 3HAHU -
X MaTo(PU3UOoJIOruu, (PakKTOpoB pUCKa, MPOPUIAKTUKI
u nedyenus [1TC B nerckoit momnynsiiuu [1]. Takke HeoO-
XOAUMBI 3MNUIEMUOJIOTMYECKUE MCCICAOBAHUSI, YTOOI
JIy4ille 0XapaKTepH30BaTh 3a00JeBaeMOCTh U €CTECTBEH-
Hoe teueHue [ITCy nereii [1]. B knmHu4yeckoii npakTuke,
a TakoKe MPY MPOBEACHUN UCCIIEAOBAHMIA BAXKHO CTaHIAP-
TU3UpOBaTh nouxon K auarHoctuke I1TC, omnpenenutb
MPOIOJIKUTEIbHOCTh NMHAMUYECKOTO HAOJIIONEHUs 3a
nanpeHtTamMmu 1ociae TI'B B 1ensx olieHKHW oOTHaneH-
HbBIX IOCJEACTBUIl. YUMTHIBas, YTO B ClIydae Pa3BUTHS
IITC nmocne TI'B metu OyayT cTpagaTh OT pas3JIUYHBIX
(bu3MYeCcKUX W COLMAIBHBIX IIOCIACACTBUUA B TeUYEHUE
MHOTUX AECITUIETHUI, ITPOOIEMbI CBOEBPEMEHHOTO BbISIB-
nenust u npodunaktuku ITC gaBasioTcss oueHb BaxKHOM
3agayveii [4].
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KonrakrHble nannble: Hivs Mapkosuu Kaeanyos ilkagan @rambler.ru

Dubposnas eamapmoma maadenyes (PIM) seasemces pedkoil onyxoavto, cocmasasioweii menee 2 % onyxoneii MsaeKux MKaHei,
BOBHUKAIOWUX HA NepEoM 200y dcusnu pebenka. Onyxonb 603HUKAem U3 NOOKOJCHOU KAeMYamKu U Hauboaee 4acmo 0OGHapyicueaemcs
6 NoOmMbleHol enadure, 3amem 6 NAe4e6oll, Naxoeoi obaacmsx u epyoHoil cmenke. Xapakmepnoim mukpockonudeckum eudom ©IM
A6a5emes Haauvue 3 munos mrkaueil 8 pasiuYHbIX NPONOPUUAX: UeMKO OYepUeHHble NYUKU NAOMHOU 80A0KHUCMOU COeOUHUMENbHOU
MKAHU, NPUMUMUBHOU Me3eHXUMbl (0PeAHU308AHHOU 6 2He30aX, KOHUEHMPUUeCKUX 3a8UMKAX UAu NOA0CAX) U NPOMENCYMOUHOLU
3penoti Jcupoeoli mxanu. Xupypeuueckoe yoanenue s6A1eMCS OCHOGHbIM MemoOoM 6bl00pa AedeHus Hpu OAHHOU NAMOAOSUU.
Mbi coobuaem o 2 cayuasx pedioeo pacnonoxcenus DI'M, rokaruzyrowuxcs 6 1eo0uunoi obracmu u obnacmu 3a0Hell GepxHel mpemu
oedpa. Ilpu s3mom 6 00HOM HAOAOEHUU NOPadCeHUe 3ampPasusano moabko NOOKOJICHO-JICUPOBYIO KAeMUYAMKY, a 60 6MOPOM OmMMe4dics
PACHPOCMPAHEeHHbIl UHBA3USHbII npouecc 6 mbiuyax. Hecmomps na 0o6pokavecmeentblii Xapakmep Onyxoau, pacnpocmpanerue ee
Xapakmepusyemcs. UH8A3UBHbIM POCOM (He UMeem KANcyavl U YemKoil epaHuybl ¢ OKPYICAOUWUMU MKAHAMU), YMO MOXNCem 8bl36amb
mpyoHocmu y Xupypeos npu nepsuunol onepayuu 6 onpedesenuu epanuy yoarenus PIM. Cuumaem yenecoobpasnvim Ucnoab308ams oas
9M020 IKCHpecc-OUONCUI0 80 8DEMs ONePAMUBHO20 BMelUaAMenbCmed.
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Fibrous hamartoma of infancy of rare localization, clinical cases

L. M. Kagantsov, A.A. Sukhotskaya, A.A. Shcherbakov, M.G. Vitovshchik, O. M. Vorobyeva, P.A. Ryazanov, Yu.V. Dinikina,
T.M. Pervunina

Almazov National Medical Research Centre, Ministry of Health of Russia; 2 Akkuratova St., S.-Petersburg, 197341, Russia

Fibrous hamartoma of infancy (FHI) is a rare tumor, accounting for less than 2% of soft tissue tumors occurring in the first
vear of life. The tumor arises from the subcutaneous tissue and is most often found in the armpit, then in the shoulder, groin
and chest wall. The characteristic microscopic appearance of FHI is the presence of three tissue types in varying proportions:
well-defined bundles of dense fibrous connective tissue, primitive mesenchyme (organized in nests, concentric whorls,
or bands), and intermediate mature adipose tissue. Surgical removal is the main choice of treatment for this pathology.
We report 2 cases of rare FHI localized in the gluteal region and the region of the posterior upper third of the thigh. At the same time, in
one observation, the lesion affected only the subcutaneous fat, and in the second, a widespread invasive process in the muscles was noted.
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Despite the benign nature of the tumor, its spread is characterized by invasive growth (it does not have a capsule and a clear border with the
surrounding tissues), which can cause difficulties for surgeons during the primary operation in determining the boundaries of FHI removal.
For this purpose, we consider it expedient to use an express biopsy during surgery.

Key words: fibrous hamartoma of infancy, children, surgical treatment
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BBenenue

®ubposnas ramaproma MianeHieB (PI'M) sasnsercs
PEIKOi OMyXOJIbIO, COCTaBsTIoNIeil MmeHee 2 % oryxoseit
MSITKHUX TKaHEH, BO3HUKAIOIIMX Ha IEePBOM TOMY XKU3-
HM, ¥ IpUMepHO 5 % ubponponbepaTuBHbIX OIIyXO-
neit y gereit [1, 2]. IlepBoHauanbHo DPI'M, omnucaHHast
R.D. Reye B 1956 1. Kak «11oaKoxHast pruOpoMaTo3Hasi oIy-
XOJIb MJIaJICHYECTBa», TIPEACTaBIIsIa COOOI peaKoe, CBOe-
o0pa3Hoe HOBOOOpa3oBaHME MSTKUX TKaHEH MJIaJAcHILICB
U JIeTell paHHEro BO3pacra, JEMOHCTPUPOBABLIEE XapaK-
TepHyI0 Tpexda3Hylo MOpQOJOTHIO ¢ HEOOBIMHON TIpH-
MECBIO MSITKIX (PUOPOOJIACTHBIX IMYYKOB, 3PENIOi KUPOBOIA
TKaHM U Y3€JKOB IIPUMUTUBHON MMKCOUTHON ME3EHXUMBI
[1]. R.D. Reye cuuran ux npeacTaBlieHUEM pPeaKTUBHOTO
(beHOMEHA, 1EMOHCTPUPYIOLLETO MOCTENEHHOE W YIOps-
JIOYEHHOE CO3peBaHMe TKaHU OO0 B3pocioil (uOpo3HOI
[1]. B 1965 . EM. Enzinger, coo61iuB o cBoeM omnbite 30
nono0OHBIX CIy4yaeB, 110 CyTH, onpoBepr MHeHue R.D. Reye
U TPSIIOXKWI TePMUH «(PUOpo3HasT ramMapToMa MiaaeH-
1IeB», OTMeYasl, YTO KJIMHUYCCKHUE TIPOSIBICHUS y HCeTeil
paHHETo BO3pacTa, OTCYTCTBUE IPEIICCTBYIOIINX TPAaBM
U OJHOPOIHBIA BUJ OMyX0Jieil OOJIbIE COOTBETCTBOBAIU
raMapToMaTO3HOMY ITPOLIECCY, a He pernapaTuBHOMY [2].

®I'M — mnopaxeHue H00poOKayeCTBEHHOE, OOHa-
PYXMBaeTCSI B OCHOBHOM Y MAaJIbUMKOB MJIAfIIEe 2 JieT
W TIPOSIBIISIETCST TIpU poxkneHuu. OIyXob BO3HUKAET U3
MOAKOXHOW KJIETYaTKUM U HauOOJiee 4acTO BbISBISIETCS
B IIOJMBIIIEYHOW BHAAMHE, 3aT€M B IUICYEBOM, I1axo-
BOI 00JIacTSIX M TpyAHOI cTeHke [2—4]. MBI coobiaem
0 2 caydasx penkoro pacrnojoxeHus ®I'M, nokanu-
3YIOIIUXCSI B STOAUYHONM 0O0JacTM M O0JaCTH 3amHeit
BepxHelt Tpetu Oenpa. Ilpu a3ToM B omHOM HaOJIOACHUM
MopaXeHue 3aTparvBajgo TOJbKO IOJKOXHO-XKUPOBYIO
KJIETYATKY, 2 BO BTOPOM OTMEUaJICSl paclpOCTPaHEHHBII
MHBA3MBHbIN MPOLIECC B MBIIILIAX.

MarepuaJjibl U METObI

Kaununeckuit cayuaii No 1

B omdenenue Oemckoil Xupypeuu nopokoe pazeumus
HMMHUI[ um. B.A. Aamaszosa 6 mae 2021 e. nocmynuaa 0eeo4-
Ka 6 eéo3pacme 2 aem 8 mecaues ¢ xcar0damu Ha 00semMHoe
obpazosanue 1e60il 1200UMHOU 00AACMU C GbIPANCCHHbIM
00ne6biM cuHOpomom. M3 anamuesa u3zeecmuo, 4mo npumep-
HO ¢ noAymopa aem y pebeHKa OA8UAUCH 004U, ACUMMEMPUS,
YHAOMHeHUe 8 00aacmu 6epxHeil NOA0GUHbL 1e60I 200Ulbl,
xpomoma. Jleuunaco no mecmy scumenscmea ¢ Npeonono-

Knuunyeckue Habnwopenus // Clinical cases
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AHCUMENbHBIMU  OUACHO3AMU: MUO3UM 00A6UOL A200UUHOL
Mbluybl creea, muonamus — 0e3 spgexma. Ilocarednue
noneoda 6 ceA3U C GbIPAJNCEHHbIM 004€6bIM CUHOPOMOM
pebeHoK He cudum, NA0X0 CAUM, NOCMOAHHO NpUHUMAem
Hecneyuguueckue npOMUBOBOCNANUMEAbHbIE NPENapamb.
B aseycme 2020 e. no OaHHbIM MA2HUMHO-PE30HAHCHOU
momoepagpuu (MPT) eviseaenvt ungpurbmpamuehvle uzme-
HeHus 8 npedenax neeoil 200u4HOi Mbliuybl. B cenmsbdpe
6 cmayuoHape no Mecmy JCUmenscmed 6blnoaHeHa Ouoncus
00paz08aHus 160t 00AbULOT A200UMHOU MbIULLbL, NO Pe3)ab-
mamam 2ucmon02u4eckKo2o 3aKAdeHus nocmasien oua-
eHo3 OI'M (nepecmomp npenapamoe npoéoduacs ¢ HMHUIL[
JTOH um. Imumpus Poeauesa). [loemopuas MPT & nosiope
2020 2. via6una ompuyamensvHyo OUHAMUKY 8 Ude Yeeau-
YeHus pazmepos 00pazoeanus: @ moaule 1200UYHbIX MblulY,
onpedensiemcsi namoaoeuyeckoe 00seMHOe 00pazosanue,
pacnpocmpansoujeecs 68epx 00 HUICHUX 0MOeno8 Kpecm-
1080-1N008300UIH020 couneHeHus creea. Dopma 0bpazoeanus
HenpaeuavHas, KoHmyp Hewemxuil, MP-cmpykmypa neoo-
HOpoOHas, npubausumensvhsvle pazmepst 35 x 20 x 20 mm
(puc. la). Ilocae enympusenHo2o egedeHus napamaeHUmHo-
20 KOHMPACMHO20 NPEnapama omme4aemcsi e20 HaKonaeHue
0bpasoeanuem U HeOOHOPOOHOe HAKONAeHUe GHYMpeHHel
MblUeHHOI MKAHbI0, 6epOMHO, 3a cuem omeka. Obpaszosanue
npuaexdcum K ce0anruyHomy U 8epxXHemy s200UMHOMY Hep8aM
U noayuaem numanue u3 gepxtell seoduunoi apmepuu. Oopa-
308aHUe UHMUMHO NPUAEHCUM K 1e60L1 DOK080LL Macce Kpecn-
Ua u K Kpolay 160 N00B300UWHOU KOCIMU 8 00AaCMU HUICHUX
0madenoé Kpecmuo80-no0830ouiHoeo couneHerus (puc. 10).

a 0

Puc. 1. MPT: a — MP-kapmuna namoaoeuneckoeo 006emHo20 00pazosa-
HUS 8 MOAUe A200UMHbIX MbIUUY, PACHPOCIPAHAIOUe20Cs 86ePX 00 HUNICHUX
0moenoe Kpecmuy080-no08300UlHO20 couneHeHUs caed; O — 00pazoeanue
UHMUMHO Npuaedcum K N1eeoil 00K080ll macce Kpecmya u K Kpolay €80l
Nn006300WHOI KOcmU 6 004aCMU HUICHUX 0MOeA08 KPecmy080-node300ul-
HO20 cOUNeHeHUs

Fig. 1. MRI: a — MR scan of a pathological volumetric formation in the
thickness of the gluteal muscles, extending upward to the lower parts of the
sacroiliac joint on the left; 6 — the formation is intimately attached to the left
lateral mass of the sacrum and to the wing of the left ilium in the region of the
lower parts of the sacroiliac joint

Jlesouka eocnumanusuposana 0as npogedeHuss onepa-
mueHo2o nevenus — yoanrenus obpazosanus. llIpu ocmompe
nansnamopro onpedensemcs obpazosanue 6 X 7 cm 6 obaa-
cmu 6epxHeil yacmu A€ol s1200ulybl, NA0MHoe, 601e3HeHHOe,
naoxo cmeujaemoe, oe3 vemxux epanuy. Ha KT nopascenroti
obaacmu  8U3yanu3UpoBaHa HeOOHOPOOHAs, GbIPAJICeHHAs
AHCUPoBas nepecmpoiiKa 1evlx 00AbUloll, cpedHeil s1200u4-
HbIX, 160l 2epyulesUOHOl U HYMPeHHell 3anupamenvHoll
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MY, ¢ HAAUYUeM Y4acmKka HAOMHOU MKAHU 8 NPOeKyul
2PYULe8UOHOU MblULYbL, ¢ QOKYCOM 00bI36ECMEACHUS 8 UeH-
MPanvHoll Yacmu, epanulbl nepecmpoiku MKaHu Heuemiue,
8 CIMpYKmype U3MeHeHHOU MKAHU NPOX0O0sm 8emel NeGblX
8HYMPeHHUX N008300uHbIX apmepuil u éex (puc. 2). Ocmo-
mpeHa HeepoA02OM U HelpoXupypeom, OUAeHOCHMUPOBAHbl
KOMNpeccUOHHas Helponamus ce0aruuyHoe0, 6epxXHeeo s120-
JuuH020 Hepsa cresa, ampoghus 1e60ll HUJNICHeN KOHeHHOCU,
CKOAUO3 pereKkmopHo-001e60il S-00pasHblil, XPOHUUECKU
60.1€6011 CUHOPOM.

Puc. 2. Komnsromepras momoepagpus (KT): HeodHopooHas, eviparcennas
HCUPOBAS NePeCMPOUKA Ne8blX 00AbUION U cpedHell 5200UUHbIX, Ne6Oll epy-
WeUOHOU U BHYMPeHHell 3anupamenbHol Mbluly,

Fig. 2. Computed tomography: heterogeneous, pronounced fatty restructuring
of the left large and middle gluteal, left piriformis and internal obturator
muscles

B mae 2021 2. nposedero onepamusHoe neveHue: yoa-
JNeHue @uoépo3Holl eamapmomol aegoil seoduyst. ITlonoice-
Hue pebeHKa Ha JHcugome ¢ 8AAUKOM MO0 00aacmvio masa.
Buinoanen  dyeoobpasuwiii  paspes ¢ uccedenuem pyoya
nociae pawee ocywjecmenenuou ouoncuu. KojcHolil 10ckym
omcenaposan u omeeden. ObHacena 6oavuias s200u4Has
MbUUYA, 8 UCHMPANLHOU ee Hacmu onpedeisiemcs NAOMHoe
00pazosanue HenpasuAbHol opmsl 6e3 Kancytvl U 4emiux
2PAaHUY ¢ OKpyAcaromumu mxauamu (moimyamu). Iposede-
Ha 3Kchpecc-0Uoncus GU3YaabHO HEU3MEHEeHHbIX Mblully Ha
epanuye ¢ 06pazoeanuem — NOOMEEPI’COeHO OMCymcmaeue
onyxonesvix Kaemok. Onupasco Ha OaHHble NPOBEOeHHO
aKcnpecc-Ouoncul, MynviM U OCMpbiM RYMeM ¢ UCHOAb30-
BAHUEM 31eKMPOKOAYAAYUL npou3eedena pesekyus oopa-
308aHUs 8 NPedeax 8U3YANbHO 300P08bIX MKAHell: 60460
U cpedneil 1200UMHbIX MbIULY, SDYULEBUOHOT MbIULbL, 8 TMOM
yucne omoeneHo om 0GO0KO0B0U NO8epXHOCMU Kpecmud 00
Kpecmu080-n008300utHoeo couneHerusi. CedanruuwjHolii Hepe
YACMUYHO 8081€4eH 8 00PA308aHUe NO 3A0Hel NOGEPXHOCUL,
npouseeden Hespoaus. Ilocae ydanenus obpazoeanus npo-
u36eden eeo paspes, Ha KOMOPOM 8U3YANBHO YeMKO Onpede-
ASIOMCS Omcymemeue Kancyavl U 300posvle MKAHU BOKpye
onyxoau (puc. 3a). Konmpons eemocma3za. Obpazosasuiuecs
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obuupHvle degpekmol muluy, (puc. 30) ymeHbuleHbl nymem
conudcenuss ocmasuuxcs moluleynvix mrauei. Ilocaoiinoe
yuiugauue pambl.

a 0

Puc. 3. a — enewnuii 6uod onyxoau na paspese nocie yoaenus; 6 — noxice
onyxonu

Fig. 3. a — appearance of the tumor on the cut after removal; 6 — the tumor
bed

Pesyarvmam eucmonoeuueckoeo uccaedoganus: mpex-
KOMNOHEeHMHAsi ONyXoneeds MKAHb, 8 KOMOpoil onpede-
ASHOMC NPOCAOUKU 3Penoli JCuposoli mKaHu, @Quopo3Holl
MKaHu, npedcmaeneHHoll oxycamu Guopoza ¢ Kremkamu
8epemeHo8UOHOU opMbl ¢ ebimsaHymbimu a0pamu. Tpemuii
KOMNOHEeHm Onyxoau npeocmagiex nAOMHOKAeMOYHbIMU
6epemeHOBUOHBIMU  PAZHOHANPABACHHBIMU CIMPYKMYPHbIMU
C 8epemeHo8UOHbIMU A0PAMU C A0ePHbIM NOAUMOPDUIMOM,
6 00HOM U3 yHaCMKO0G blsi8AeHbl KPYNHble NpUuYuyoaussle 10pa
(puc. 4a). B onyxoau makice evisieaensl oKycol aumgpoyu-
mapHoi unguavmpayuu. Mumomuueckue gueypsl eOuHuY-
Hote, munuunsle (0—1 na 10 noaeil 3penus npu yeeauueHuu
x 400). Hekposvt ne gviseaenvl. Dokycwvl MukcouoHoii dece-
Hepauuu eviseaenvl 6 cocydax. 3axarouenue: DIM.

Pesyarvmamel  UMMYHORUCIOXUMUYECK020 —UCCAe0084-
nus: SMA(+), CD34(+), desmin(+), S100(+) — goxans-
Hoe nozumugHoe okpawuearnue SOX10(—), MyoDI(—),
Mpyogenin(—) — ompuyamenvuas peakyus CD45 — 6 ungpu-
avmpame. Ypoeenv npoaugepamuénoil akmusHocmu no
Ki-67do 5—6 % (puc. 46).

Teuenue  nocaeonepayuonHoeo  nepuoda  enadkoe.
C 5-x cymok noanocmuto ommeneno obezdoausanue. Ilocae-
ONepayUoHHas pPana 3ajicuna HepeUHHbIM HAMAICEHUEM.
[layuenmka evinucana 6 y0061emeopumensHOM cOCMOAHUU
na 11-e cymku. Jlesouxa ocmompena uepes 6 u 12 mec, npu-
3nakoe peyuousa OI'M nem. Pebenok axmueen, 601e6020
cuHdpoma Hem, Modcem cudems, XpOMOMA OMCymMcmayem,
HeeposoeudecKue HApyuleHus. NpaKkmu4ecKu HOAHOCHBIO
Huseaupoganuce (puc. 5). Ha koumpoavnoii MPT omcym-
Cmeylom NPU3HAKU COXpaHeHus/peyuduea 00pa3zoeanus
A200u4HOIL 0baacmu caesa.

TOMNOL. 9

a

Puc. 4. a — naacmeot He3penoeo mezeHxXUMaNbHO20 KomnoHenma (A), He6oab-
woil yuacmok guopozrnoeo komnonenma (b), uepedyrowuxcs ¢ naacmamu
3penoil cuposoil mrkanu (B), okpacka 2eMOMOKCUAUHOM U 303UHOM;
6 — ypogenv npoaugpepamughoil akmuernocmu onyxoau no Ki-67 oo 5—6 %

Fig. 4. a — layers of immature mesenchymal component (A), a small area
of the fibrous component (b) alternating with layers of mature adipose tissue
(B), stained with hematoxylin and eosin; 6 — the level of tumor proliferative
activity according to Ki-67 is up to 5—6 %

Puc. 5. Buewnuii 6ud nocae onepayuu

Fig. 5. Appearance after surgery
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Kaununeckuit cayuaii No 2

B omoenenue demckoii xupypeuu NOpoKo8 pa3eumusi
HMMUI] um. B.A. Aamazosa 6 okmsope 2021 e. nocmynua
Maavuuk 6 ozpacme 2 aem 5 mecsaueg c jxcarobamu Ha 00s-
emMHOe 00pazoeanue 3a0Hell N0GePXHOCMU GepXHel mpemu
npagoeo bedpa. M3 anammesa uzeecmno, umo 6 § mecsayes
¥ pebeHKa 6 ROAUKAUHUKE NO MeCIY JICUMENbCMEd Bbls8AeHO
obpazosanue, no OaHHbIM NPOBEOEHH020 YALMPA38YK0B020
uccaedo8anus  NOOKOICHO-JICUPOBOTLL Kaemuamie Ha enyou-
He 3 MM Om NOBEPXHOCMU KOXMCU NOOMEEPHCOCHO SUNOIXO-
2eHHOe HeOOHOPOOHOe 00PA308aHUe C HeUeMKUMU HEPOSHBIMU
Kowmypamu, pasmepamu 2,1 % 0,8 X 1,6 cm. B boavHuye no
mecmy acumenvcmea 8 9 mecsayee npogedena KT ¢ konmpa-
CMUpo8anuem, Ha KOmMOpol 6bls8AeHbl MHONCECBEHHbIE
Y3108ble  00pA308aHUsi  NOOKOJICHO-JICUPOBOU  KAemUamKu
0e3 00CMOBepHbIX NPUHAKO08 HAKONAEHUS KOHMPACHMHO20
npenapama. Toeda jce nposedeHo ydaneHue 00paA308aHUs
¢ Namon020aHAMOMUMECKUM UCCAe008AHUEM OUONCUTIHO2O0
mamepuana: namomop@osocudecKue UMeHeHUs Coom-
semcmeyiom DOI'M (nepecmomp npenapamoe npoeooucs
6 HMUI] JITOU um. [Amumpus Poeauesa, duaeno3 noo-
meepiicoer). B nocaedyrouem 6 meuerue 1 2oda obpazosarue
DPeUUoUBUPO8aN0 U NOCMENEHHO YEeAUtUBaN0Ch 8 PA3MePAaXx.
boaesoeo cundpoma u Hesposoeuueckux HapyueHuii He OvL10.
Ilpu nocmynaenuu 6 oxkmsobpe 2021 e. 6 omdeneHue demckoii
xupypeuu nopoxos pazeumusi HMHUI] um. B.A.Arma3zosa:
6 6epxHell mpemu npasoeo bedpa no 3adHell NOBEPXHOCMU
HenocpedcmeeHHo nod pyoyom U HAd HUM NAAbAUPYemCs
obpazoeanue pazmepamu 8 X 6 cMm, NAOMHOe, yMepeHHO
Oone3HeHHOe, He3HAUUMeAbHO CcMeuaemoe, 0e3 YemKux
epanuy (puc. 6). Boinoanena MPT: 6 nodkoxicHo-xcupogoii
Kaemuamie 3a0Hell N0GepXHOCMU GepXHell mpemu npasozo
Oedpa eu3yarusuUpyrOmcs cmpyKkmypHvle usmeHeHus, ooaee
coomeemcmeyrouue  QUOPO3HbIM, NPOMSANCEHHOCMBIO 00
38 mm (puc. 7a). B obaacmu unmepeca namonocu4eckux
Y4acmoe oeparudeHus oug@ysuu He ommeuaemcs. Taxoce
OMMEHAMCS OMeYHble USMEHEHUs 8 NOOKOICHO-JICUPOBOIL
Kaemuamie Meduanvhee UOPO3HBIX UBMEHeHUll, Npomsi-
aceHHocmbto 00 27 mm (puc. 76). Cedanruunblii Heps, a Mak-
JIce apmepust U 6eHA CeOanUUyHO0 Hepea ¢ 00eux CMopoH 6e3
NPU3HAKO8 NAMOA0UHECKUX U3MEHEHULL.

Puc. 6. Buewmnuii 6ud onyxoau do onepayuu

m Fig. 6. Appearance of the tumor before surgery
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Puc. 7. MPT: a — 6 nookoicHo-2cupogoli kaemuamke 3a0Heil NOBePXHOCMU
6epxHell mpemu npasozo 6edpa euU3yaruzupyiomcst GuOpo3Hole UMEHeHUsl;
0 — omeuHble U3MeHeHUsl 8 NOOKOJICHO-JICUPO8OLl KAem4amke

Fig. 7. MRI: a — fibrous changes are visualized in the subcutaneous fat of the
posterior surface of the upper third of the right thigh; 6 — edematous changes
in the subcutaneous fat

B oxmsaope 2021 e. evinoaneno onepamugHoe neveHue:
noaodcenue pebenka Ha dcusome. Buimoanen paspesz no
no0ss1200UMHOI CKAAOKe C UCCeveHUeM Cmapoeo nocaeone-
payuonHoeo pyoua (puc. 8). Obpaszoseanue pazmepamu
8% 6 % 5 cm npedcmasnero KpynHodyepucmoii onyxonvro, He
umeruwell Kancyasl U Yemxux epanuy, covemarouieil é cebe
KaK KOMNOHeHMbl (YUOPO3HOU CMPOMbL, MAK U JHCUPOBOI
MKAHU, UHMUMHO CRASIHO ¢ 0epMOll 8 06aacmu cmapoeo pyo-
ya (puc. 9a). [locaoiino mynvim u oCmpvLM Hymem ¢ UCNOAb30-
BAHUEM INEKMPOKOAYAAUUU 00pPA308aHUE BblOEAEHO U3 NOO-
KOMCHO-JCUPOBOLL KAemUamKU 8 npedenax 300po8vix mKaHei
(NOOKOJICHO-ICUPOBAST KAem4amKa O00bIMHOU CMPYKMYpbl
U naomHocmu no nepugepuu, nooaexicawas HeusmeHeHHas
MbluieuHas mKaus knepeou) (puc. 96). Bvinoaneno cpounoe
2ucmonoeuueckoe Uccaedo8anue 8U3yaibHo 300p08uix mKa-
Hell 8OKpye 00pa308anus: 8 Kpasx pezexyuu o6pazoeanus
namonaoeuueckoli mxanu He gwvisgaerno. Ilocaoiinoe ywuea-
HUe pambl ¢ 4aCMUYHbIM UCCEMeHUEM KONCU, HEeNOCPeOCmEeH -
HO CNAasHHOIL ¢ 00pazoeanuem, U 0CMagieHuem 6 NOOKONCHOU
Kaemuamie AameKCcHO20 8bINYCKHUKA.

Pezyabmam okonuamensHo2o 2UuCmonNocu4ecKo2o uccie-
dosanus: mamepuan npedcmasier 3peaotl JHCUpogoll Kiem-
YamKoll ¢ pazpacmaruem @OUOPOKONNAEHO3HOU MKAHU,
cocmosieil u3 eepemeno8uonbix Kaemok (puc. 10). Onpe-
deasitomest eQuHuuHbIe Y3nbl Me3eHXumbl. Hekposol, gueypol
MUmMo308 He avisigaensl. Kodca HopmansHoeo eucmonoeuye-
ckoeo cmpoenus. 3axaouenue: DIM.

Teuenue panne2o nocaeonepayioHHO20 nepuoda eradkoe.
C 3-x cymok noanocmuto ommereno obesooausarue. Ilocne-
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Puc. 8. BrewHnuii 6uo onyxoau u cmapozo nocaeonepayuonHo2o pyoua 0o
onepayuu

Fig. 8. Appearance of the tumor and the old postoperative scar before
surgery

a 7

Puc. 9. a — 6ud odpaszosanus 6o epems onepayuu; 6 — n0%%ce ONYXoau 60
8pems onepayuu

Fig. 9. a — appearance of the tumor during surgery; 6 — tumor bed during
surgery

Puc. 10. Yuacmiu 3penoii xcupoeoii kaemuamxu (A) ¢ pazpacmanuem
@uobpokoanacenosnoit mxanu (b), cocmosueii uz éepemenosuOHbIX Kaemox,
eduHuuHble Y316l Me3eHxumol (B)

Figure 10. Areas of mature adipose tissue (A) with proliferation of
fibrocollagenous tissue (b) consisting of spindle cells, single nodes of
mesenchyme (B)
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ONepayuoOHHAs PaAHA 3A)CUBANA NEPEUUHBIM HAMSICCHUEM.
Pebenox evinucan 6 y0oenemeopumensHoM COCMOSHUU HA
6-e cymKu nocae onepayuu.

Ha 10-e cymku nocae onepauuu mams pebeHka cmana
ommeuams ygeauteHue 8 pazmepax npaeoil HUdNCHel KOHeYHo-
cmu 6 obaacmu onepamusHo2o emeuwamenscmea (puc. 11a).
Ha 13-e cymku 6 cés3u ¢ eunepmepmueii pebeHoK eocnuma-
AUBUPOBAH 8 OeMCKULL XUPYPeUHeCKUI CIAYUOHAD NO Mecmy
Jcumenvemeda, 2oe 0blia 6CKpuvima U OPeHUPOBana UHPUUL-
POBAHHAS CEPOMA NOCACONEPAUUOHHOU 00aacmuU, NOAYHAN
edceOHesHble Nepedsa3Ku, aHMUOAKMePUAIbHYH Mepanuio,
@usuoseuenue. Manvyuk Obia 8LINUCAH ¢ KAUHUYECKUM 8bl3-
dopoeaenuem. B nacmosuwuit momenm (6 mec nocae onepa-
yuu) cocmosiHue pedeHKa y0061emeopumenvHoe, Haxo0Uumcs
nod ambynamopHeiM HabarO0eHuemM O0emcKoeo Xxupyped.
Peyudusa obpazosanus ne ommeuaemcs (puc. 1106).

a 7

Puc. 11. a — srnewnuii 6ud 3adneii nogepxnocmu 6edpa 6o epems 80cnanu-
menbHo20 npouecca; 6 — omoaneHHblil pe3yavmam

Fig. 11. a — appearance of the back of the thigh during the inflammatory
process; 06 — long-term result

Oo0cyxneHne

®dI'M mpexncrasisier coboii 0e300Je3HEeHHOE 0oOpa-
30BaHUE, KOTOPOE BBIABJISIETCS Ha IMEPBBIX roAax KMU3HU
pebenka [4]. 1o maHHBIM psna aBropoB, ®I'M nmeer
TEHICHLIMIO K OBICTPOMY HayaJdbHOMY POCTY, IIpM 3TOM
€CJIU ee He JICYUTD, TO OHa IepecTaeT pacT K 5 romgam 0e3
rnocJieayoiero perpecca [2, 5, 6]. Pasmepsr @®I'M moryr
JMOCTUTAaTh 3HAYUTEIBbHBIX Pa3MEPOB, HO Yallle COO0IIaeT-
cs1 00 OMyXO0JIsX, HE MPEBBIIIAIONIMX 8 CM B HaMOOIbIIEM
pasMepe U MpeacTaBIeHHbBIX €IMHCTBEHHBIM o4arom [6].

®I'M MakpOCKOMMYECKHU IIPEACTaBIsSIeT CO00i Maccy
JKEJITOBATOTO 11BeTa ¢ OJieAHO-0eJbIMU BOJOKHMCTBIMU
MojlocaMM MSITKMX TKaHEl 0e3 YeTKO OIpenesseMbIX
rpanul; [7]. XapakTepHbIM M JOCTATOYHO MOAPOOHO
OIMMCAaHHBIM MUKpocKomnuueckuMm Bugom OI'M gsiser-
¢S HaJau4re 3 TUIIOB TKaHEil B pa3IMYHbIX MPOMOPIIUSIX:
YETKO OYEPUYEHHBIEC ITYYKU IUIOTHOM BOJIOKHUCTON COe-
IUHUTEIbHOM TKaHU, IPUMUTUBHON ME3eHXMMBI (Opra-
HU30BaHHOI B THE3[aX, KOHIIEHTPUYECKUX 3aBUTKAX WIIN
roJyiocax) 1 MpOMEKYTOYHOI 3pesioii XKMPOBOIi TKaH! [8].
B 2 npencraBieHHBIX HAMU KJIMHUYECKUX CIydasix THCTO-
JIOTMYECKUE MCCICNOBaHUS BBISIBUIM HMEHHO TaKue
M3MEHEHUS B yIaJICHHBIX TKaHSIX.

B HemaBHeM  peTPOCHEKTUBHOM  HCCIEIOBaHUU
17 cnydyaeB ®I'M MMMYHOTMCTOXMMUSI TIOKasaja, 4YTO
BOJIOKHHUCTasl COCOMHMTEIbHAsT TKaHb ObUIa I1OJOXKU-
TeJbHOIT Ha SMA U akTuH, 3pejias XXUpoBasi TKaHb Obla
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MOJIOXKUTEIbHOM Ha Oenok S-100, a HeauddepeHIPO-
BaHHasi Me3eHXUMaJIbHasl TKaHb OblIa MOJIOXKUTEIbHON Ha
CD34 1 yacTM4YHO TOJI0XUTeNIbHA Ha akTUH 1 SMA. Omny-
X0JIu ObUTM oTpuuaTeJbHbIMU 10 aecmuHy, NSE, Bcl-2,
B-karenuny u Ki-67 [3]. [IpoBeneHHass HaMU UMMYHO-
TMCTOXVMMMUS Y MaleHTa U3 KJIMHUYECKoro ciydas No 1,
MMOATBEPXKIAeT MOJyYeHHbIE JaHHBIE C TeM JIUIIb OTJIH-
YyeM, 4TO OMyXOJb ObLIa MOJIOXUTEILHOU IO ACCMUHY.
G. Yu et al. cuuTaroT, YTO ONpeaeIeHHbIE UMY TMCTOJIO-
ruyeckue xapakrepucTuku ®I'M 1o3BOIAT OTANYUTE €€
OT MOAO0OHBIX MHBA3UBHBIX OIYXOJIei, BKIIOUask AeTCKUMA
¢udbpomaTo3s, KalbUUOULIMPYIOLIYIO alTOHEBPOTUYECKYIO
¢udbpomy, GUOPO3HYIO KUPOBYIO OMYXOJb U 3MOpPHUO-
HaJbHYIO pabgoMuocapkomy [3].

Tpu pasnmuuHBIX TUMA TKaHEW, HaOJIOJaeMbIX IIPU
TUCTOJIOTUYECKOM MCCIICAOBAHMM, BIUSIOT Ha BHEITHUIMA
Bug ®I'M npu MPT. J.D. Stensby et al. cuuralor, 4To nepe-
MeXKalolecsl KUPOBbIE KOMIIOHEHTHI JIETKO DPacro3Ha-
1oTcst Ha T1-B3BellIeHHBIX U300paKeHUSIX, a 00IaCTH LIeH-
TpanbHO runepuHTeHcuBHOM T1, nsonnreHcuBHoii STIR
U TUTIOMHTEHCUBHON TKaHM, a TakKXKe MEHBIINE 00JacTh
nepudepudeckoit rurnonHTeHcuBHOM T1, TUNepuHTEH-
cuBHoit STIR, ycunuBaronieil TKaH! XapaKTepu3yloT CMe-
CU ME3eHXMMAJIbHBIX U (PUOPO3HBIX KOMITOHEHTOB. XOTSI
B BBIBO/IaX aBTOPHI IMUIITYT, YTO B KOHEYHOM UTOTE IUATHO3
®DI'M cTaBUTCS TTOCIE XUPYPTUYECKOTO YIaJCHHUs, a BO3-
MOXKHOCTb IIPEIIOJIOXKNTh AMArHO3 Ha OCHOBE XapakKTe-
PUCTUK HM300pakeHUsl J00aBISIET LEHHOCTb, ITO3BOJISIS
KJIMHULIMCTAM YOEIUTh CEMbI0 B JOOPOKAYeCTBEHHOCTU
OITyXOJIM, U TIPEOOTBpAIlaeT arpeCCMBHYIO M ITOTEHIIU-
aTbHO 00€300paXMBAIOIIYI0 IIHPOKYIO pe3eKiuio [9].
Y. Ji et al. mpu ananu3e 132 nyonukauuii B PubMed Hanm
noapodHoe onncanue KT u MPT B 14 cirydasix, K KOTOpbIM
JI00aBUIIM CBOM 2 HAOMIOAEHMS. ABTOPHI OTMEUAIOT, UTO Ha
MPT ®I'M MoxHO Ki1acCu(bUIIMPOBATh KaK cOalaHCHPO-
BaHHBII UK HecOaTaHCUPOBAHHBII TUIT, B KOTOPOM HaJlu-
yye Tapajie/IbHOTO WM BUXPEBOTO TOSIBICHUS MOXET
OBITb XapaKTEPHBLIM U TOJIE3HBIM JUIsI nuddepeHIIamn
ero OT IPYIUx ITIOBEPXHOCTHBIX 0Opa3oBaHUil. OmHAKO
HeOOJIBIIIOE KOJIMYECTBO CIyYaeB OrpaHUYMBAeT Ha JaHHBIM
MOMEHT OOCYKIEHNE paaruoIornuecKux npu3Hakos @I'M,
IMOATOMY HEOOXOAMMO HajbHEelIee HAKOIUIEHUE OITbiTa
[10]. B Hammx HaOMIOAEHUSX AMArHO3 ObUT YCTAHOBJIEH T10
JTAHHBIM OMOIICHUM B TIEPBOM CJIy4yae 1 MO TUCTOJIOIMYECKO-
My MCCJIEIOBaHUIO YIAJICHHOI paHee OIMyXOJId BO BTOPOM,
U TIpeIonepalliOHHOe U peTPOCIIeKTUBHOE n3yuyeHrue MPT
paccMaTpMBaJIOCh B OOJIBIICH CTENCHU IS BBISIBICHUS
IpaHUIl 00pa30BaHUsI, YTOOBI OIMPEACTUTHCS C 00BEMOM
Heo0XoaMMoi1 pe3ekiu. OQHaKo, Ha HaLl B3IV, OXKMIA-
Hust oT MPT-uccnenoBaHust He onpaBaaiCh, U ¢ TPaHU-
LIaMU Pe3eKIIMKU HaM TIPUIILIOCH OIPENEISATHCS MHTPAOIIe-
PaILMOHHO C TIOMOIIIBIO AKCIIPECC-OUOIICH .

S. Lee et al. B peTpOCIIEKTUBHOM 0030pe YIbTPa3ByKO-
BbIX TposiBieHuit ®I'M y 13 manueHTOB OTMETHJIM, YTO
y BCEX BU3YaJIM3MPOBAIUCH OOpa30BaHUS TE€TEPOrEHHO
TUIIEPAXOTEHHOTO BUIA, YTO OBLJIO MU OITMCAHO KaK «3Me-
eBUIHBIN y30p». Tak Kak yJabTpa3ByKOBOE OOCIIeIOBaHUE
SIBJISIETCSI TIEPBBIM METOIOM HCCJIECAOBAHUS Y JeTeil Tpu
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00pa3oBaHUM MSTKUX TKaHel, To, Oe3yCIIOBHO, JaHHbIE
TPU3HAKU MOTYT OBITh TIOJIE3HBI IIPY CTAPTOBOM TOKYMEHTH-
POBaHMU YJIETPa3BYKOBBIX XapaKTEPUCTUK TTopakeHus [11].

Xupypruyeckoe ynaneHne PI'M sBisieTcss METOIOM
BbIOOpa JieyeHUs TIpU JaHHOW mnaTtojioruu. Ilpm sTOM
OCHOBHOW po0ieMOi1 BO BpeMsl oniepaliu SIBJSIETCSI OIpe-
JeeHue IpaHuIl pesekunu. Kcronbp3oBaHMe WMHTpaorie-
pPaLlMOHHOI OMOIICUM PEKOMEHIYeTCs I OOecIiedeHNUsI
OTPUILIATEJILHOTO Kpasi pe3eKIIMU OIyXOJU B LIEJSIX Ipe-
IOTBpAILlEHUsI peuuauBoB [12], KOoTopbie HaOIIOZAIOTCS
B 12—16 % ciydaeB 6e3 MpU3HAKOB MeTacTa3upoBaHus [8].
MBI MCTIOJIB30BAJIM MHTPAOIIEPALIMOHHYI0 OUOIICHIO Y 000-
MX TIALIMEHTOB, TIPY 3TOM B IIEPBOM CIy4ae Mbl MOJYIMIN
OTBeT 00 OTpULATEILHOM Kpae pe3eKLUU, HO MpHU Iepe-
CMOTpE B Kpae, MpuIexkaBIleM HEIOCPEICTBEHHO K cena-
JIMIIIHOMY HEpBY, OBLIM BBISIBJICHBI aTUIMUYHBIC KIIETKU.
Bo BropoM HaOM0AeHMM AaHHBIE WHTPAOIIEePallMOHHOM
¥ OKOHYATEJIbHOW OMOICHMU COBMAIM M Kpas Pe3eKLINHU
OBLIY OTPULIATEIBHBIMU. TeM He MeHee MBI TTOTYepKIUBaeM
HEOO0XOIMMOCTD TIIATEILHOTO JaJbHEMIIIero HaoaoaeHUS
3a nauueHTamu ¢ @I'M B oTAajIcHHOM ITOCJICONepalliOH -
HOM IIepUOoJe 10 MPUYMHE COXPAHSIOIINXCS PUCKOB BO3-
HUKHOBEHMSI pella1Ba 3a001eBaHUs Naxke TIPU YIaJIeHUN
OITYXOJIM B TIpeiesIax 3M0POBbIX TKaHEH.

®I'M  sBasieTcsl JAOCTATOYHO CKPOMHO OIMCAHHBIM
3a00JIeBaHUEM B JIUTEpaType, B OCHOBHOM ITyOJIMKaLlUU
OTPaHUYMBAIOTCS TIPENCTaBICHUEM OTAEIbHBIX CIydacB
WJIA HEOOJIBIINX TPYIII MAllEHTOB, PEIKO MPEBBIIIAIOIINX
1—2 necarka Haomonenuit [3, 13—20]. B 2017 . ony6mu-
KOBaH MYJIBTULIEHTPOBBIM OIBIT JieueHUsT 147 TaliMeHTOB
¢ ®I'M B 4 ximnukax CIIA. CornacHo IOJIy4EeHHBIM
naHHbIM, @I'M moutu B 3 pa3a vaiiie HaOII0JaeTCs Y Mallb-
yukoB. OOpa3oBaHME BBISIBISJIOCH B BO3pacTe 0 2 JieT
y 91 % neteii. bonee 50 % obpa3oBaHMii JIOKATIM30BAINUChH
B BepxHeil mojioBuHe Teia. B sgrommuHoit oomactu @I'M
pacnonaranacbk y 4 (3 %) nereii, B obnactu 6enpa—y 1 (1 %)
[4]. Takum 0Opa3oM, onmucaHHbIE HAMU TTAIllMEHThI UMEIN
OYEeHb PEIKO BCTpevalolyocs Jokanuzanuo @I'M. Asro-
PbI JaHHOI pabOThI YKa3bIBAIOT HA PEIKYIO BCTPEYaeMOCTh
3JI0KQYeCTBEHHBIX TpaHCGhOpPMAaldii OMyXoju, KOTOpOe
OHH BBISIBWIN TOJIBKO Y 2 MAIIUEHTOB, YTO MOATBEPKIAETCS
u apyrumu myoaukanysmu [21]. Takcke obpaiiiaer Ha ceost
BHUMaHUE HE3HAUUTETbHOE KOJMYECTBO MECTHBIX PeIlv-
JIMBOB, KOTOpbIe HaOII0maIMCh TOJbKO Y 2 (1 %) maimeH-
TOB, UYTO aBTOPBI OOBSICHSIIOT CTPEMJICHUEM BCeraa BO BpeMst
orepalyy MOJyYUTh OTPULIATESIBHBIN Kpaii pe3ekiun [4].

3aKmoyeHne

DI'M gpasieTcst peIKUM 100poKadyeCTBEHHBIM 00pa3o-
BaHMEM C XapaKTEePHBIM IIPOSBJICHUEM Ha IEePBBIX rogax
KM3HM pebeHka. Hecmorpss Ha m00poKayecTBEHHBIM
XapakTep OIMyXOJId, PACIIPOCTPAaHEHHE €€ XapaKTePU3yeTCsl
WHBa3UBHBIM POCTOM, OTCYTCTBMEM KarlCyJbl M YETKOM
TPaHULIBI C OKPYKAIOIIUMU TKaHSIMH, YTO MOXKET BbI3BaTh
TPYAHOCTU Y XUPYPIrOB B ONpPEACICHUM TPaHULL yIaJleHUI
®DI'M 1pu BBIITOJIHEHUM OIEPATMBHOIO BMeEILATE/IHCTBA,
9T0 OOYCJIOBIMBACT II€JIECO00PA3HOCTh MCIOJIb30BAHUS
9KCIIpecc-0MOonCcum.
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The use of proton radiation therapy in a patient with melanotic neuroectodermal tumor of infants of the anterior
fontanel: description of a clinical case

N.D. Faseeva’, N.I. Martynova’, M.D. Maksimov', K.F. Boyko', N.A. Vorobyev'=3, N.A. Berezina’, N.A. Plakhotina’,
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Melanotic neuroectodermal tumor (MNET) of infants is a rare benign neoplasm detected mainly in children of the first year of life. Standard
therapy consists of radical surgical removal of the tumor. Currently, the treatment of patients with recurrent and unresectable forms of the disease
is relevant. The number of publications using polychemotherapy and radiation therapy is extremely limited. This article describes a clinical case of
the occurrence of MNET in the anterior fontanel with a recurrent course. Proton radiation therapy was chosen as an alternative treatment method.

Key words: melanotic neuroectodermal tumor of infants, proton radiation therapy, children
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Bgenenue

MenaHnoTnueckasi HeWpOIKTOJAepMaibHasl — OITyXOJb
(MH®O0) mnaneHueB NpeacTaBiIsieT co0oil peakoe 100po-
KaueCTBEHHOE HOBOOOpAa30BaHUE, UCXOMSIIEE U3 HEPBHO-
ro rpe6Hsi. B MupoBoii aurtepaTtype onucaHo okosio 500
cmyyaee MH®OO [1]. Bcrpeuaercss mNpenMylleCTBEHHO

y IleTell MepBOro rofa XXW3HU, BO3PACTHON MUK 3a00yieBa-
HUst — 5 MecsitieB [2]. Y 7 % GoJbHBIX MOTYT OTIPEEIATLCS
otnaneHHble MeTacTasbl [3]. Haubonee yacto MHDO pac-
ToJjiaraeTcs B 00JIaCTU FOJIOBBI U 1IEU, peXe — B LIEHTPaJIb-
Hoit HepBHOI cucteMe (LIHC), MATKux TKaHSIX, KOCTSIX,
MOJIOBBIX opraHax [4]. Xupypruueckoe JeUeHUE SIBISIETCS
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MeTomoM BbIOOpa. [l malueHTOB ¢ Hepe3eKTadeIbHOM
U peluauBUpYIoLIei opMaMu 3a0oieBaHUsI CTAaHIAPT-
HBIX TEepareBTUYECKMX ITOIXOM0B B HACTOSIIEe BpeMsl He
pazpabdortaHo [5]. B psme myOnaukamumii onmcaHbl clydan
HCTOJb30BaHMUS MOJUXUMHUOTEPAIIUM U JIyIeBOI Teparuu
(JIT), ogHako ux 3(pheKTUBHOCTH 10 KOHIIA HE u3y4yeHa [4].

Kinmaugeckwmii coryqaii

Peoenox JI., 2020 e. p., bosen ¢ eospacma 7 mecsuyes,
Koeda podumenu 3amemuayu HOB000pazoeanue & obaacmu
nepeonezo pooHUUKA, KOMOPOe NOCMENeHHO YEeAUHUBanIoC
6 pasmepax. [lo mecmy dcumenscmea npu penmeerozpapuu
Kocmell uepena, yabmpasgyKo80M UCCAe008AHUU Bbls8AEHO
asackynsipHoe Ms2KOMKAHHOe H08000pazoeanue 6 00aa-
cmu nepedne20 pooHuuka 6e3 NepUOCMAanbHOU peakyuu,
decmpyKkmueHblX U mpasmamuueckux usmenenuil. Jlis
0d000cnedosaHus u neerus pebeHoK HanpaeneH 6 omaoeneHue
netipoxupypeuu PIIKb @TAOY BO PHUMY um. H. Y. ITupo-
eoea Munsdpasa Poccuu.

Ilpu nocmynaenuu 6 npoguavrHoe omoeneHue npu 0CMo-
mpe 6 obaacmu nepedHeco0 pOOHUMKA BU3YANUZUPOBANOCDH
OKpyenoe HoeoobpazosaHue paszmepamu do 4,0 x 3,0 cm,
NAOMHO2AACMUYECKOLl KOHCUCMEHYUU, 8038blulaloueecs: Ha
2 cM u He cMeujaemoe OMHOCUMeNbHO Kocmeil, 6e3001e3HeH -
Hoe npu nansnayuu. Heeposoeuueckuii cmamyc pebenka 6e3
OMKAOHEHU.

Ilo pesyavmamam komnsromepuoii momoepagpuu (KT)
20/1086H020 M032a C GHYMPUBEHHbIM KOHMPACMUPOBAHUEM
6 MseKUX MKAHAX 6 odnacmu nepeoHeco POOHUYKA Onpe-
deasinoce msaeKkomkanHoe Hogoobdpaszosarue (40 HU) oeo-
UuoHoll gopmol pazmepamu 36 X 22 X 36 mm, 00HOPOOHOI
CmMpYKmypbl, ¢ yemkumu Konmypamu. Onyxons @wi3viéanra
decmpyKyuto U CRUKYI08UOHYI0 NePUOCMANbHYI0 DeaKyuio
A00HOI U MeMeHHbIX Kocmell, npoaabupoeara uHmpakpa-
HUANbHO, CMewas cazummanbHulil 6eHO3HbLI CUHYC U, 8epo-
SAMHO, 8pacmas 6 meepoyio mMoseosyto 06oaouky. Ha nocm-
KOHMPACMHBIX U300PANCEHUSX 0MMe4anocb Heo0OHOPOOHOe
nogbluleHue NAOMHOCMU HO8000PA308aHUS U ONPEOeNsiAUC
UHMPAHOOYAsPHbBIE cOCYObl U 30HbL HeKpo3a (puc. 1).

[lepsbim 3manom évinoaneno yoanenue H08000pa308aHUs.
MseKux mxaneil ceoda yepena. Onyxons yoaseHa 6 npeoenax
300posbix mianeil, konmpoavras KT 201061020 mo3ea é pan-
HeM nocAeonepayuoHHom nepuode He npogodusace. Makpo-

a 0 8
—
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CKONUYeCKU HO8000PA308aHUE UMENO INAUNCOBUOHYIO op-
MY, cepogamo-sceamoeo yeema, pasmepamu 4,8 x 5x 2 cm,
Ha cpe3e CoAUOHAs, NAOMHAS, HEOOHOPOOHAsT MKAHb.
Mukpockonuuecku cpedu KOCMHOU U COeOUHUMENbHOU MKA-
HU 0npedeasincs COAUOHbBIL pOCH ONYX0AU, COCMOsWell U3
2 KOMNOHEHMO8 — MeAKOKAeMOUHO20 U INUMEAUOUOHORO.
Meakokaemounvlii  KOMNOHeHmM npedcmasner eHe30amu
U3 MeAKUX u cpedneeo pasmepa HeonAacmu4eckKux Kaemok
¢ OMHOCUMENbHO UNEePXPOMHbIMU sopamu. Mumomuueckas
AKMUBHOCMb HU3KAS, HACYUMbIGAemcs 00 2—3 Mumo3oe
Ha 10 noneil 3penus npu yeeauueHuu mukxpockona %400,
namonoeuueckue @opmul He O0OHapyxcuearomces. Bmopoii
KOMNOHEeHm OblA npedcmaesaer epynnamu KpYnHuX KAemoK
¢ snumenuoudHoll mopghonoeueii. Aopa okpyenoil u 060udHoI
gopmbl, 6 yumonaazme ONpeoeAsOMcs MeaKue epaHyabl
KopuuHesoeo nuemenma (puc. 2). Ilposedero ummynozucmo-
Xumuyeckoe uccaedosanue: KAemku MeaKoKAemoyHo20 KOM-
nounenma sxcnpeccupyrom NSE, kpynnoxaemoutnoeo komno-
nenma — PanCK (AE1/AE3 & PCK26), HMB45 u Vimentin.
Peaxyuu k Melan A, S100, ChromograninA, CD3, CDZ20,
CD99, FLI-1, Desmin, Myogenin, CDla, Langerin docmo-
8epHO He noayueHo (puc. 3).

a 7

Puc. 2. Tucmonoeuueckoe cmpoerue onyxoau. Umeromes 2 KomnoHenma:
MENKOKACMOUHbLI U SNUMENUOUOHBLI — NOCACOHUI ¢ HeOOAbUUM cooep-
ocanuem  poiceco nuemenma. OKpacka 2eMamoKCUAUHOM U 303UHOM:
a—x 140,06 — x 290

Fig. 2. Histological structure of the tumor. There are two components: small-
cell and epithelioid — the latter with a small content of red pigment. Stained
with hematoxylin and eosin: a — % 140, 6 — x 290

ITpunumas 60 e6HUMAHUE euCMONOUMECKUL OUACHO3,
00BeM ONepamueHo20 eMeulamenbcmea, pedeHoK Obia 6binL-
CaH u3 cmayuoxapa ons OuHamu4eckozo Haoaroenus. Yepes
4 Hed podumenu 3amemunu 6 obaacmu yOanreHHOU onyxoau
noseaenue npunyxaocmu. Ilpu KT 201061020 Mo3ea é 30He
NOCACONePAYUOHHO20 KOCMHO20 OeheKma Gu3yanuzuposa-
A0Cb 00paz08anue 080UOHOU POPMbL C YeMKUMU KOHMYPAMU,

e

D S
—

Puc. 1. KT 201061020 Mo32a: a — aKcuanbHulil cpe3, U3YANUZUPYEMCS <KOCMHOE OKHO»; 0 — «MASKOMKAHHOE OKHO», PeKOHCMPYKUUS 8 KOPOHAAbHOU

naockocmu, 8, 2 — 3D-pekoHcmpyKkyus

Fig. 1. CT scan of the brain: a — axial section, the “bone window” is visualized; 6 — “soft-tissue window”, reconstruction in the coronal plane; 6, e — 3D

reconstruction
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Puc. 3. a — ummynoeucmoxumuueckoe uccredosanue HMB45. Omme-
uaemcs: NO3UMUGHAS UUMONAA3MAMUYECKAs PeaKyus 8 SNUmeAuoUoHOM
KOMNOHeHme Onyxoau, Heeamug — 6 MeAKOKAeMOouHOM. Xpomoeen —
OUamMuHoOeH3UOUH, KOHMP-OKPAWUBanue eeMamoxkcuiunom, x 210;
0 — ummyHoeucmoxumuueckoe uccredosarnue NSE. Ommeuaemcs nosu-
MUBHAS. UUMONAA3MAMUYECKAs PeaKylisi 8 MEAKOKAEMOYHOM KOMNOHEHmMe
onyxoau. Xpomocen — OUamMuno6eH3UOUH, KOHMP-0KPAUWUBAHUE 2eMAMOK-
cuaunom, X 250; 6 — ummynoeucmoxumuueckoe uccredosanue CK-Pan.
Ommevaemesi NO3UMUBHAS YUMONAA3MAMUYECKAS. PeAKYUs 8 SNUMEeNUo-
UOHOM KOMROHEHMe ONyXoau, Heeamue — 8 MeAKOKAemouHoM. Xpomoeen —
JuamunobeH3UOUH, KOHMP-OKPAUUBAHUE 2eMAMOKCUAUHOM, X 170

Fig. 3. a — immunohistochemical study of HMB45. There is a positive
cytoplasmic reaction in the epithelioid component of the tumor, a negative
in the small cell. Chromogen — diaminobenzidine, hematoxylin counter-
staining, < 210; 6 — immunohistochemical study of NSE. There is
a positive cytoplasmic reaction in the small cell component of the tumor.
Chromogen — diaminobenzidine, hematoxylin counter-staining, x 250;
6 — immunohistochemical study of CK-Pan. There is a positive cytoplasmic
reaction in the epithelioid component of the tumor, a negative in the small
cell. Chromogen — diaminobenzidine, hematoxylin counter-staining, < 170

pazmepamu 25 X 22 X 12 mm, ¢ mukpococyoamu 8 cmpyk-
mype. Ha nocmxounmpacmmubix uzobpaicenusx onpeoeasnocs
BbIPANCEHHOE NOBBIULEHUE NAOMHOCIU 00PA308AHUS — MECH -
HbLIL peyuodue onyxoau (puc. 4).

Buvinoaneno nosmoproe mukpoxupypeuueckoe yoaieHue
006eMH020 H08000PA306aHUsL MAKUX MKAHell c600a uepend.
IIpu eucmonoeuueckom u UMMYHOCUCMOXUMUHECKOM UCCAe-
dosanuu 0bin nOOMeepIcOeH peyudus 0CHOBHO20 3ab0ne8a-
HUS, ONYXO0b UMENA AHAN0UYHOE CIPOEHUe NPU CPABHEHUU
¢ npedvidyuum anasuzom. B cesa3u ¢ aepeccusnvim pocmom
ONyXoau npuHsImo peuterue o nposederuu npomonnoil JIT.

B pamkax monomempuu evinosnena KT, searsowascs
OCHOB0IL 003UMemPU1ecK020 NAAHUPOBAHUS, A MAKICE Mae-
HumHo-pe3oHancuas momoepagus (MPT) ¢ xoumpacmu-

a 7 8
— — —>

Puc. 4. KT 201061020 MoO3ea: a — akcuanvHolil cpe3, GU3YAAU3UPYem-
¢ «KOCMHOe OKHO»; O — cazummanvHulii cpe3, <MASKOMKAHOe OKHO»;
8 — aKCUANbHYIIL CPe3, <KKOCHHOEe OKHO» ¢ KOHMPACMUpo8anuem

Fig. 4. CT scan of the brain: a — axial section, “bone window” is visualized;

0 — sagittal section, “soft-tissue window”; ¢ — axial section, “bone window”
with contrast
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posanuem. Coenacno KT, MPT 2oa06H020 Mo32a OaHHbBIX
3a OCMAMOYHYH) MKAHb ONYXO0AU, 8MOPUYHbIE U3MEHEHUs
0bon04ex He noayuero (puc. 5).

a 0
q

Puc. 5. MPT 201061020 Mo3ea, cmpeaka yKazvieaem HA Aoxce YOaAeHHOU
onyxoau: a — T1 ¢ 6HympueeHHbIM KOHMPACMUPOBAHUEM, CAUMMANbHbLI
cpe3; 6 — T2, hpormanvHolii cpes

Fig. 5. MRI of the brain, arrow points to the bed of the removed tumor: a — T
with intravenous contrast, sagittal section; 6 — T2, frontal section

IIpomonnas JIT nposodusace ¢ ucnoav3oearuem memo-
OuKU CKaHUpoBauus KapaHoawHoiM nyukom (pencil beam
scanning). Kaunuueckuii o6sem ooayuenus (CTV1) eéxarouan
A021Ce NEPBUMHOL ONYX0AU, 10XCe Peyudusd, 30Hy nocieone-
DAUUOHHBIX UBMEHEHULl, NPUAeNHCAUYH) K ONYXOAU HaACMb
CazummanbHO20 CUHYCa, a makKice 004acmo XupypeuuecKoeo
docmyna. CTV2 — obsem, Ha Komopblii npeonucvl8aracs
doza, 6bia cghopmuposan uz CTVI nymem eeomempuueckoeo
OMCMyna 5 Mm 6 OKpyJcaruue mKanu (8eujecmeo mo3-
ea, 00040uKU, MseKUe MKAHU 20408bl), 34 UCKAIOYEHUEeM
UHMAKMHOU KOCMHOU mKanu. B cucmeme 3axaadvieaemcs
cmeujeHue no 3 ocam (045 N0KAAUBAUUU «20108A» MAKCU-
ManvHble cMeuwenus 3 Mm), a emecme ¢ y4emom Heonpede-
aennocmu KT naomuocmu 603moducHbix cuyenapues — 12.
Dopmuposanue KOHMYPOE MUULEHU NPOU3BOOUAOCH C YHEOM
danubix KT neped nepgvim u 6mopwvim emeulamenbCmeom.
Tlposederno oxonmypusanue Kpumu4eckux cmpykmyp.

Pacuem  doznoeo  pacnpedenenus  ocyujecmensincs
6 cucmeme Eclipse Varian® Version:13.7 ¢ ucnonvsosanuem
Memoouxku pobacmuoeo nianupogarus. Memooduka nodpa-
3ymeeaem obecneueHue YCMOUHUBO20 DABHOMEDPHO20 pPAc-
npeodenenus 003bl 3a cHem MUHUMUZAYUY BAUSHUS GHEUIHUX
gaxkmopos (ocobenHoCmU YKAQOKU, USMeHeHUue NAOMHOCIU
mKaHeil 8 npoeKyuu noas u op.).

JTbbira Hauama cnycms 4 Hed nocae 2-20 onepamueHozo
emewamenvcmea. Obayuenue 8blNOAHANU ¢ 3 HANPABACHUIL:
nepedresaoHeeo u 08yx 60koguvix. Kypc npomontoii mepanuu
nposoduacs 6 pexcume eunogpakuuoruposarus. Ilpeo-
nucaunas cymmapHas ouaeogas 0doza (COI) uma obaacmo
muuenu cocmasuna 30 Ip 3a 5 ¢ppaxyuit (COA sxe = 54 Ip
npu o/f = 3). C yuemom omcymcmeus onpeoensiemo2o 00s-
ema onyxoau 045 OUeHKU IKBUBAAEHMHOU 003bl 8blOpaHA
o/} =3 — cpednee 3Hauenue 0151 HOPMANLHbIX MKAHEll U OYeH-
Ku no3onux sggexmos. Illokpoimue muuwieHu cocmasuno
100 % om npeonucannoii dozvt Ha 97,5 % obsema (puc. 6)
u 99 % om npeonucannoii 0ozt Ha 99 % obsema.

3a eecv Kypc neueHus cpedHas 003a HA 20A08HOU MO3e
cocmasuna 3 Ip, npu smom 75 % 201061020 MO3ea HOAYHUAO
dozy menee 1 Ip (puc. 7, 8).

Knuunyeckue Habnwopenus // Clinical cases
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Puc. 6. Pacnpedenenue 100 % npeonucannoii dozer (30 Ip) 3a kypc aeuenus. AKCUanbHas, KOPOHANbHAS U CASUMMANbHAS NPOEKYUU

Fig. 6. Distribution of 100 % of the prescribed dose (30 Gy) for the course of treatment. Axial, coronal and sagittal projections

Puc. 7. Iokpvimue 201081020 mo32a do30il 6 1 [p 3a Kypc aevenus. AKcuanbHas, KOPOHAAbHAS U CA2UMMANbHAS NPOCKYUU

Fig. 7. Covering the brain with a dose of 1 Gy per course of treatment. Axial, coronal and sagittal projections

Tounocms yKkAaoKu KOHMPOAUPOBAAU edNceOHe8HO npU
nomowiu Kunogonvmadyicuoix cHumkos (kv) u KT 6 kownu-
yeckom nyuke (cone-beam-CT). Pebenok evinucan uepe3
6 OHell nocae Hauana o006ay4eHUs 8 YO08AeMBOPUMENbHOM
cocmosHUlU ¢ peKkomeHOayuell OUHAMUYECK020 HAbA0eHUs
8paua-0emcK0e0 OHK0A02a NO MeCIYy JCUMeabcmed.

Ilpu koumponvnoit MPT eono6noco mosea uepes 2 mec
nocae 3agepuierus npomonnoi JIT npusnakoe peyudusa
3ab01e6anus He gvlaeaeHo (puc. 9). Obuuii cpox HabaloOeHus

3a nauyueHmom cocmaesun 5 mec.
Puc. 8. lucmoepamma <«doza—obsem» 045 Kpumuueckoi cmpyKmypol

(20106101 M032)

Fig. 8. Dose-volume histogram for the critical structure (brain)
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Puc. 9. MPT 201061020 mo32a uepes 2 mec nociae okonuanus npomorroti JIT,
cmpenka ykasvieaem Ha aodce yoarennoii onyxoau: a — T1 ¢ enympueentvim
KOHMPACMUposanuem, cazummanvhwlii cpes; 6 — T'1, hponmansvhetii cpes

Fig. 9. MRI of the brain 2 months after the end of proton radiation therapy,
arrow points to the bed of the removed tumor: a — TI1 with intravenous
contrast, sagittal section; 6 — T1, frontal section

Oo6cyxaeHue

Hecmotpst Ha To, yto MHDO B 1enom cuuraercs
JI0OPOKAYECTBEHHOM OIYyXOJIblo, €€ OMOJIOrM4ecKoe
MOBEJCHNE B HACTOSIIEE BPEMsI OCTAETCsl HEOIpeaeIeH-
HeiM. YacToTa peuuanBoB Bapbupyer ot 15 10 27 % [6],
a, 10 HEKOTOPBIM JaHHBIM, — 10 45 % [7]. DTO B nepByI0
ouepeib MOXET ObITh CBS3aHO C arpeCCHMBHBIM JIOKAJIb-
HbIM POCTOM M HEIOJHBIM yaajieHueMm omyxoiau. ¥ 7 %
0OJIBHBIX MOTYT OIPEAE/ISATHCS OTHAJICHHbIE METacTasbl,
KaK IpU TMEPBUYHOM AMArHOCTMKE, TaK M B Ipolecce
JIeYeHus.

INpencraBieHHoe HaOmOAeHUE C BepudUKaLUei
MH®0 B obnactu mnepegHero pogHUYKa W pelUIvBU-
PYIOLIUM TeUYEHMEM SIBJISICTCS TUIIMYHOM KapTUHOM MJIsI
JlaHHOI1 Ho30s10rMU. [TopaxkeHue B 00J1aCTH TOJIOBBI U 11
BOo3HUKaeT 6osiee yeM B 90 % ciryyaeB: BEpXHsIsl YETIOCTh —
62,2 %, xoctu uepena — 15 %, HUXHsIS yeaoctb — 7 %,
penpoaykTuBHas cuctema — 6 %, HHC — 4 %, msrkue
TKaHu KoHeyHocTeil — 1 % [1]. I1o pe3yabrataM UHCTPY-
MEHTaJIbHOTO O0C/IeZIOBaHUs y MalMEeHTa TakXKe OTMeE-
yanuchk npusHaku MHBO: skcnaHCUBHBIN POCT, TTOBBI-
LIEHWE IJIOTHOCTH HOBOOOpA30BaHUsSI IOCJE BBEICHMS
KOHTPACTHOI'O BEILECTBA, ASCTPYKILIMS KOCTHOM TKaHU
¢ GopMHpPOBaHMEM IEPUOCTAIbHON peaklUuu B BUIE
crukyn [5, 8, 9]. I[Ipu TMCTOMOTrMYECKOM MCCIeI0BaHUMN
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OITyXOJIM BBISIBIEHA XapaKTepHas IBOMHAsI ITOMYJISIIIMS
KJIETOK, COCTOSIIAs M3 KPYIHBIX 3MUTEIUMOUIHBIX KJIe-
TOK, MPOAYLUPYIOIINX MEJaHUH, U MEJIKUX MPUMUTHUB-
HBIX KJIETOK HeliporeHHoi#l mpuponsl [10]. Dxcmpeccus
Vimentin 1 NSE npy UMMyHOTMCTOXMMUYECKOM MCCIIe-
JIIOBaHUM TaKxKe cBuaeTesbcTBoBasia o MHDO [6, 11].

Benymasa poas B neuenun MHOO orBeneHa xupyp-
TUYECKOMY yIAJICHUIO. BBIMOJHUTH paguKalbHYIO OIle-
paluio He BCerga IpeACTaBIsIeTCS BO3MOXHBIM BBUIY
OCOOEHHOCTH PacmoIOXKeHUsT JaHHOoI omyxonu [5]. [ns
NalUeHTOB C Hepe3eKTaOeJIbHO UM peluIuBUPYIOLIEH
(dopMamu 3a00JeBaHUS CTaHIAPTHBIX TepareBTUUYECKUX
MOIXOIOB B HACTOsIIIee BpeMs He pazpaboTaHo. B mupo-
BOIl JMTEpaType OIMCaHbl MPUMEPHl HCIIOJb30BaAHUS
nomuxuMorepanuu u JIT, ogHako nx 3(POEKTUBHOCTD
0 KOHIIA He M3ydyeHa. PexuM XuMuoTepanuu OCHOBaH
Ha MPOTOKOJIE IS JICYEHUS HeipoOIacTOMBI U BKIIIO-
yaeT TaKWe IIperapaTrhbl, KaK 3TOMO3MI, BUHKPHUCTHUH,
nukiogocdaH, ToKcopyoulmH, Kapoorutatud [12, 13].
YyuTbiBas OTCYTCTBME y HAIIETo IMalMEeHTa MPU3HAKOB
OCTaTOYHOM OIyXOJIEBOM TKAHU U OTHAJIEHHOIO MeTacTa-
3MpPOBaHUsI, IIPUHSTO PEIIcHNE BO3IEPKAThCS OT IPOBe-
JIEHUS TTIOJIMXUMOTEpanuu B moub3y JIT.

OCOOeHHOCTBIO JAHHOTO cliydas sIBAsSIeTCS TIPUMEHe-
Hue nnporoHHo JIT B pexkume runogpakiimOHUPOBaHUS.
KnuHuueckne HaOMOAEHUS ¢ pealu3alyeil TpoTOHHOM
JIT Hamu B HayyHOM JIUTepatype He HaiijneHbl. Bbioop
pexuma TUnodpakIIMOHUPOBAHMS 00YCIOBICH PAaHHUM
BO3pacTOM OOJIBHOIO M TPeOYyeT MEHBIINX BPEMEHHBIX
3aTpaT, MO3BOJISIS IIPOBECTH JIeYeHUE B KpaTdyaiiinue
CPOKHU.

3akioyenne

ITporonnas JIT MoxeT ObITH pacCMOTpPeHa B KaUeCTBE
TepareBTUYECKOro I0IX0Aa Y IMalMEHTOB C PEeLIMIUBU-
pywoueit popmoit MHDO, korma mpoBeaeHHEe MHOTO-
KpaTHBIX ONEPAaTUBHBLIX BMEIIATEJIbCTB SIBJISIETCSI HeElle-
Jiecoodpa3HbIM. OnHaKo st u3ydeHus: 3POeKTUBHOCTU
npotoHHo# JIT HeobxoauMo HabIOAEeHNUE 3a OOJIBIIUM
YUCJIOM MALIMEHTOB.

Knuunyeckue Habnwopenus // Clinical cases
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27 Hosiopst 2021 1. Gmaromapsi IUIOAOTBOPHOMY COTPYAHMUYECTBY OpraHU3alldili pomuTesell AeTeil co 310Kaye-
CTBEHHbIMU HOBoOOpa3zoBaHusIMM U POO HauuoHanbHOe 00111eCTBO AETCKUX reMaToioroB u oHkojoros (HOIT'O)
¢ penakuueii [TepBoro MeauimHcKoro KaHaja B pamkax I1 oobenunenHoro Konrpecca HOAT'O u POJ1O «AkTyanbHbIe
MpoOJIEMBI U TIEPCIIEKTHUBLI Pa3BUTHsI IETCKOM OHKOJIOTMU M remaTtosioruu B Poccuiickoit Menepanum — 2021» B ru-
OpuIHOM (hopMaTe COCTOSICS KPYIIblid cTo «[laliueHTOOpHeHTMPOBAHHOCTD B IETCKOW OHKOJIOTUI: CBEPUM Yachl?».

Bo BpEMA KPYIJIOTO CTOJIa Oﬁcy}KI[aI[I/ICB OCHOBHBIC aCIICKTbhI ITAIIMCHTOOPMCHTUPOBAHHOCTU. IOHATHUC, OCHOB-
HBIC LICJIN 1 3aa4YUd ITalIMCHTOOPUECHTUPOBAHHOCTHU MEANITTMHCKNX OpFaHPI3aL[PIfI. bbun Takke ocBelIeHbl UMEIOIIH -
€CAa H]I)O6J'[CMLI, CBA3aHHBIC C ITPOBCACHMUEM HallMOHAJIbHBIX WCCJICIOBAHUM ITAlIMEHTCKOIO (I/I pO)II/ITeJ'[LCKOFO) OIIbITa
B c<.’pepe JIETCKOM OHKOJIOTMM C TIOMOIIBIO MCEXKIAYHAPOOAHOTO BAJIMAWPOBAHHOI'O OIIPOCHUKA pOHHTCJ’[Cﬁ, IeTel U Mel-
IIepCoHaja. Oﬁcy}KI[aI[aCb HEO00XOAMMOCTh paSpaﬁOTKI/I ITPOCKTa JCTCKOTO KaHLIEP-pETUCTPa I10 HO30JIOTUAM N BHEC-
ApE€HUA €TI0 B Poccun.

Ha ocnoeanuu o6cyncoenus yvacmuuku Kpy2a020 crmoad peutuiu:

1. BHecTu ornpeneseHde MNalMEHTOOPUEHTMPOBAHHOIO MoOAXoma JUisl JAETCKOW OHKosoruu B Poccuu:
«[TaeHTOOPUEHTUPOBAHHBIN TTOIXOM - 3TO MPEIOCTaBICHME JICYCHMS U yX0oOa, KOTOPhIE YBaXaloT U OTBEYAIOT
WHIWBUIYAIbHBIM MPEANOYTEHUSIM, HYXKIaM U LIEHHOCTSIM MallM€HTa U €ro CEMbU M TEM CaMbIM CIIOCOOCTBYET
TOMY, YTO TIAIIMEHT U €T0 CEMbsI M X IICHHOCTH HAIIPABJISIOT BCE KIIMHUYECKUE PEIIICHMST».

2. OTMeTUTb HEOOXOAMMOCTb MPOBEACHUS HALIMOHAJIBHOTO MCCIeNOBaHUS MALMEHTCKOro (M pOAUTENILCKOTO)
omnbiTa B cepe AETCKOW OHKOJOTUM C MOMOIIbIO MEXIYHAPOAHOrO BaIMAWPOBAHHOTO OMPOCHUKA POAMTENEH,
JIETEW U MelInepcoHaa.

3. OTMeTuTb BaxKHOCTb BHeApeHUsT B Poccun eTCKOro KaHliep-perucTpa rno Ho30JOTHSIM.

Pesomtonus IIPpUHATA CAUHOITIACHO.
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12 dreBpans coit lo6uneit ormerun Anekcauap Fpuropbesuy PymsHues

Anexcanap IpuropseBuy PymsinueB poguics 12 ¢eB-
panst 1947 . B 1971 . OKOHYMI C OTIMYMEM ITeaUATPH-
yeckuii ¢axynsrer 2-ro MOJITMU um. H.U. TTuporosa
(c 1991 . — Poccuiickuii ToCymapCTBEHHBI MEIUIINH-
ckuit yauBepcutet (PIMY), ¢ 2011 . — Poccuiickuii
HaIlMOHAIBHBINM UCCIIeI0BATEILCKIM MEIUITMHCKIA YHU-
BepcureT uM. H.W. TTuporosa). B TeueHue nocnaeayommx
ger A.IL PymstanieB B creHax 2-ro MOJITMU mpomen
IIyTh OT KIMHUYECKOTO OpAMHATOPA, aCCUCTeHTA, JOIICH-
Ta, TIpodeccopa MmeauaTpuu J0 3aBeaylolIero Kadempoit
MMOJUKINHUYECKON TIeAUaTprU, KOTOPYIO OH OpTaHM30-
Bar B 1987 .

ic. 1. IlIpogeccop b.B. Apanacees, npogeccop JI.C. 3ybaposckas v zema-
noe K.O. Cuykas ¢ nepevim RAYUEHMCM NOCAe YCHeUWHO NPO8edeHHOU
1eennoit TKM, 1999 e.

v. 1. Professor B.V. Afanasyev, Professor L.S. Zubarovskaya and
1atologist K.O. Sitskaya with the first patient after a successful allogeneic
marrow transplantation, 1999

3a Bpems paboTel Bo 2-M MOJITMMU A.T. PymsaHieB
MIPOSIBIJI ce0sI BBICOKOKBATM(UIINPOBAHHBIM CITCIINAJI-
CTOM — TIeAMATPOM, Te€MAaTOJIOTOM/MMMYHOJIOTOM, JIET-
CKMM OHKOJIOTOM, YICHBIM U IIeJaroroM BBICIIICH Meau-
LIMHCKOM ITKOJIbI. TaTaHTIMBBIH ITeJaror, aBTOp U COaBTOP
YUEOHBIX MPOTPpaMM U KIMHMYECKUX PEKOMEHIAIUI IT0
JIETCKAM OO0JIe3HSIM, TTOTUKIMHIICCKON TIeIuaTpuu, IeT-
CKOI TeMaTOJIOTUH/OHKOJIOTUH, UMMYHOJIOTMH/aJIepro-
JIOTUHU, TpaHC(PY3NOHHON MEeIUIIMHE, HAyIHBIM peaaKTop
0a30BbIX PYKOBOJCTB, YUYEOHMKOB U y4eOHBIX ITOCOOMIA
10 TeAUaTPUM, HETCKOM TeMaTOJOTUH M UMMYHOJIOTUH
A.TI. Pymgunes B 1987 1. ormeuen IloderHoit rpamo-

TOo MUHHMCTEPCTBA BBHICIIETO M CPEIHETO OOpa3OBaHMUS
CCCP. C 1992 1. u o 2004 1. ox Bo3miasistn LleHTpanb-
HYI0O METOAMYECKYI0 KOMUCCHIO II0 TIeAUATPUICCKOMY
obpaszoBaHuio Munsznapasa Poccuu.

OpranmnsoBanHast A.I. PymsanuessiM B 1987 . kade-
Ipa NoJukianHudeckoin mnemuatpuum PI'MY — Bemymas
Kadenpa Poccun o opraHm3aliny mperogaBaHus O0IIeit
MeJuaTpuu, HEOTJIOXHONW [IOrOCHUTAIbLHONM MOMOLLY,
IIKOJPHON W TOAPOCTKOBOM MEOWULIMHBI CTyAeHTaM
W BpadyaMm-IieauaTpaM IIEpBMYHOIO 3BEHA 3IpaBOOXpa-
HeHuss. OCHOBHOe HaydHOe HaIlpaBieHUE Kadempbl —
pa3paboTKa KpUTepHEB OLICHKH COCTOSTHHS 3I0POBbSI ACTCI
¥ TIOIPOCTKOB, HAOTIONCHNE 3a PA3BUTHEM U COCTOSTHHEM
IeTeit, IedeHre 1 mpodIakKTuKa JeTCKUX MHMEKINi Ha
oMY, TUCTIaHCEPHU3alus IeTeil U MOAPOCTKOB B OpPTaHM-
30BaHHBIX KOJUIEKTUBAX 1 MPOGUIaKTHKA IeTCKO MHBa-
JIMTHOCTH, MEXIUCITUIINHAPHBIC B3aMMOICHCTBUS TSI~
aTpOB, TICUXOJIOTOB M IIEJaroroB B OPTaHM3alIMU OXPAaHBI
3II0POBBS IeTell W MOAPOCTKOB, CeMEHAsI M COLMAIbHAsI
neauatpust. B 1991 1. Ha Kadenpe BIlepBEIC B CTpaHe OBLT
OpraHM30BaH KypC HETCKOM TIeMaTOJOrHy/OHKOJIOTUN
(akynmpreTa ycoBepiIeHCTBOBaHUs Bpaueii(PYB) mia
TIOATOTOBKM 1 CepTU(MUKAIINKM TTPOMIUIBHBIX CIICIINAIN-
CTOB-IIEAUATPOB B OOJIACTM TEMATOJIOTMM M OHKOJIOTUN
¥ ompeaesieHbl (byHIAMEHTAIbHBIC Y TPUKIATHBIC IIPO-
TpaMMBI TIOATOTOBKM CIICIIMAINICTOB B 00JIACTY MMMYHO-
JIOTUM 1 pa3pabOTKU KJIETOYHBIX TEXHOJIOTUI B IIEIUATPHN.

B pamkax paboTbl Kadenpbl MNOJUKIMHUYECKON
neauatpuu nox pykooactsoM A.IL Pymsannena B 1992 1.
Ha 0a3e mkoxbl Ne 109 FO3AO . MOCKBHI (IUPEKTOp —
akagemMuk PAO E.A. SIMOypr) oprann3oBaH HayYHO-HC-
CJICMOBATEIbCKIIT  MEIMKO-TICMXOJIOTO-TIeAarOTHICCKUIA
neHTp <«JmarHoctmka, amamramus, pasButue» (JAP)
uM. JI.C. Beirorckoro MunucrtepcTBa oopa3oBanust POD.
Wpeonorueit pabotel lLleHTpa Obl1a pa3paboTKa HOBBIX
MEeITOTOTUICCKIX TEXHOJIOTUM OOydeHUS M BOCITUTAHUS
3mopoBoro pederka. CorpyogHMKaMu Kadeapbl U IIeH-
tpa JAP (3aBemyrommii — mpodeccop B.H. Kacarkum)
B 1992—1995 rT. mOArOTOBICHBI TEXHOJOTMUECKHE PYKO-
BOJCTBA 1T IIKOJBHBIX MEOWUILIMHCKHUX CecTep, Bpadeil
IOIITKOJIPHO-IIKOJIBHBIX OTICICHUN IETCKUX TTOJUKIIH-
HUK, TIeJaroroB M IICHUXOJOTOB II0 3I0pOBbecOeperaro-
LM TeXHOJIOTHSM B 1Kosie, B 1993 . 8 KO3AO . MocCKBBI
opranmnsoBaHa niepBass B CCCP cneumanu3upoBaHHAas
TMOJUKJIWHUKA IS TOAPOCTKOB, THE IOMYYMINA pa3BU-
THE IOBCHWJIBHOE aKyIIePCTBO/TMHEKOJIOTUS W aHIPO-
qorug, B 2004 . — LleHTp HeyCIEeITHOCTU IIKOJbHUKOB
JemnmaprameHTa o0pa3oBaHus I. MOckBBI, B 1995 I. co3man
KOMIUIEKC COIIMAIbHO-TICIATOTUYECKON peadrIMTaIllun
nereit 1 moapocTtkoB, a B 2000 . — MOCKOBCKUIi1 LIEHTP
ayTu3Ma M Kadeapa JiedeOHOM (PU3KYIBTYPhI U peaduin-
Tary MOCKOBCKOTO MHCTUTYTA OTKPBITOTO OOpa30BaHMS
HemaprameHTa oopa3oBaHMs I. MOCKBHI (3aBeAyromasi —
npodeccop C.C. YeuenpHHULIKAS).

B 2004 r. xadenpa MOJMKIMHUYECKON ITeIHaTPUN
ObLIa pas3nesieHa Ha 4 Kadenphl, 3 M3 KOTOPBIX BO3TIaBUIN
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yueHuku A.I. PymsHieBa: kadeapy MOJMKIMHUYECKON
1 HEOTJIOXHOI TenuaTpyuu (3aBeayolInii — 3aciay>KeH-
Helii Bpau P®, npodeccop B.M. broxun), xabenpy
daxkynbreTcKoit neauatpum MOCKOBCKOro akyiabreTa
(zaBenmyronuii — mpodeccop A.Il. Ilponeyc), kadenpy
MOJUKINHUYECKON TIeauaTpuu | (QYHKIMOHAIbHOMN
JIMAarHocTUKU MocKoBCKOro akyabTeTa (3aBenyromas —
3aciayXeHHbI1 Bpau P®, npodeccop O.A. Maiioposa),
Kadenpy rneadaTpuu U MOAPOCTKOBOUM MeauuuHbl OYB
(3aBenmyromuii — mpoceccop I.J1. ITaHkoB).

Kypc rematonorun/onkonoru ®YB 6bL1 peopraHu-
30BaH B Kadenpy KIMHUYECKON IeMaTOJOTMH, OHKOJIO-
TMd ¥ UMMYHONATOJOTMHU C KypCOM IMOJTUKIMHUYECKOM
U coumanbHoil neauatpuun ®YB PIMY (3aBeayiomuii —
npodeccop A.I. Pymanues). B teuenne 2004—2010 rr.
Kadenapa reMaTojIOTMH, OHKOJOTUU U MMMYHOIATOJIOTUM
®YB Bo3maBuiia OpraHM3aLuio CIy:KObI IETCKOR M ITOMI-
POCTKOBOI reMaToJIOT1M1,/OHKOJIOTU B cTpaHe. OCHOBHBIMU
HayYHBIMM HaIlpaBJIeHUSIMU Kadeapbl OblIa OpraHM3alvs
KOOIIePUPOBAaHHbBIX MCCICAOBAHMIA B JIECYEHUHN TeM00IacTO-
30B U OITyXOJIeli TOJIOBHOTO MO3ra y JeTeld, TeM00IacTO30B
y TIOIPOCTKOB M MOJoAbIX B3pocibix. B 2010 1. xadenpa
®YB peoprannzoBaHa B KadeIpy OHKOJIOTMU, TeMaTOJIOTUI
U JIy4eBOI Tepanuy neadarpudeckoro daxyiasreta PTMY,
KOTOpYIO Bo3miaBuia yueHUK A.I. PymsaH1ieBa — 4jieH-Kopp.
PAH, npodeccop C.A. PymsHies.

Kaxk uccnenoBatens A.I. PyMsiHIIeB M3BeCTeH CBOUMU
paboTaMu B 00J1aCTU I€TCKOM reMaToJIOru1 1 UMMYHOJIO-
TMU, MEIULIMHCKON 3KOJIOTMU, MHTEHCUBHOW 1 amOya-
TOPHOM NeANATPUM, HOAPOCTKOBOM MEIULIMHBI U OPTaHU -
3alMH 3APaBOOXPAHEHMSI, KITMHUYSCKON MMMYHOJIOTUH,
¢u3MoI0TUM U TTATO(DU3NOIOTUY KPOBU, PETYISIIMU KPO-
BETBOPEHUS U UMMYHHOTI'O OTBETa, ITaTOreHe3a U JICUCHUs
HaCJIeACTBEHHBIX U TPUOOPETEHHBIX 3a00JIeBaHMI KPOBU
y IeTeil, MHTeHCUBHOU MOJMXUMUOTEePAIud U UMMYHO-
Tepanuu JIeKO30B, TpaHC(HY3UOJIOTUN U OUOJIOTUM pa3-
BuTHs pedeHka. K Hanbosee 3HaUMMBIM UCCISAOBAHUSIM
MOTYT OBITh OTHECEHBI: pa3paboTKa METOAOB AUarHoC-
TUKU U JIeYeHUs 00Ie3Hei KPOBU Y eTeil, (GPyHKIIMOHATb-
HBIX METOJIOB OIICHKM KJIETOK KPOBM M KOCTHOI'O MO3Ta
B HOpME U MaTOJIOTUH, pa3pab0TKa U BHEAPEHME B IMpaK-
TUKY aIbIOBAaHTHBIX METOIOB MMMYHOTEpaIlluu JelKe-
MHMU 1 paka MOUYEBOTO My3bIPsI, MCCAEIOBAHUS 10 MeXa-
HU3MaM agbIOBAaHTHON HMMYHOTEpAIMyd U PETyJISIUN
MMPOTHUBOOITYXOJIEBOTO MMMYHUTETA UAUOTUIIMIECKUMU
aHTUTEJIaMU, UMMYHOTeparuu SHI0TOKCUYECKOTO I110Ka,
HUCCIIeI0BaHUs IO MPOrpaMMHON MOJIMXUMHUOTEPATUN
U CONPOBOIUTEIbHOMY JICUCHUIO MUEJIOAUCILIA3UA,
arula3uii  KpOBETBOPEHUS, JIEMKEMUIA, 3JI0KAYECTBEH-
HBIX JUMGOM, THCTUOIIMTO30B U OITyXOJel T'OJIOBHOTO
MO3ra y JeTeil, pa3paboTKa ITaTOreHETUYECKUX METO-
JIOB JIEUEHUSI THOMHO-BOCITAJIMTEIBLHBIX 3a00JIeBaHUIA,
Kpall-CUHAPOMA, LIUTOCTAaTUYECKON 0OJIe3HU U arlia3uit
KPOBETBOPEHMS y AeTeil KIMHNYECKO-TeMaTOJOTMUECKIe
U MOJICKYJISIPHO-TEHETUYECKUE MCCIeIOBaHUS 3KOJIO-
rudyeckux karactpod B Kupwuirax (Poccus), YepHoBiiax
(Yxpauna) u nocnenctBuii aBapuu Ha YepHOOBIIbCKO
ADC (bpsHckas, Tomennsckass, MoruneBckasi, 2Kuromup-
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ckasg u Kuesckasa obractu CCCP). Ilox ero pykoBom-
CTBOM BBINIOJHEHBI (hyHIAMEHTAJIbHbIC HCCICIOBAHUS
M0 MEXaHW3MY IEMCTBUS MHKOPIOPMPOBAHHBIX PaaNO-
HYKJIMIOB Ha OpTaHM3M peOeHKa B pe3y/bTaTe aBapuu Ha
YepHoObuibckoit ADC, mpeacrabieHHble OT uMeHu Pd
B MATATDS.

A.I. PymsgHIeB sBiseTCsI aBTOPOM (COaBTOPOM)
OPUTMHAJBbHBIX HAYYHBIX KOHIICIIIMI MeXaHM3Ma alb-
IOBAaHTHOT'O OTBETa MPU XUMUOUMMYHOTEPAITUU OCTPOTO
numbobaacTHOTO Jieliko3a y JeTeil, OMOXUMUYECKOTO
OrpaHMYCHUS (TOJEPAaHTHOCTH) UMMYHHOTO OTBETa IpHU
aTbIOBAHTHOII MMMYHOTEpAanuM TAIIMEHTOB C OHKOJIO-
ruyeckuMu 3aboseBaHusMu. MM mnpoBeaeHbl ¢GyHOa-
MEHTaJIbHble M IPUKIaAHbIC MCCICNOBAHUSI B 00JIACTU
naToreHe3a, IMarHOCTUKMU U JICYEHUS aHeMUU U 0oJe3-
HE! Ieperpy3KM XKeJe30M, IEIPECCUl KPOBETBOPECHUSI
¥ reMo0JIacTO30B, OpraHM30BaHa CIyX0a JeTCKOM rema-
Tosiorun/oHKojorun B Poccuu, Bnepsoie B Poccun cos-
JIaHbl KOOIIEPUPOBAHHbBIC TPYIIIBI MPOCIEKTUBHBIX IIEH-
TPOBBIX HCCIENOBAHUI IO M3YyYeHUIO 3(h(HEKTUBHOCTU
JICYEHMST OCTPBIX JIEHKO30B, 3JI0KaYECTBEHHBIX JUMMOM
U OITyXOJIEW MO3ra y JETEH, pe3yJlbTaTOM MHOTOJIETHEN
paboThl KOTOPBHIX SIBUJIOCH CO3MaHHWE OPUTHMHAIBHBIX
MPOTOKOJIOB JICUCHUSI AeTeil C OCTPhIM JUM(POOIaCTHBIM
JISMKO30M, TTOTYYMBIINX MEXIYHAPOIHOE TIPU3HAHUE.

BnepBrie B Poccum co3gaHbl MONEKYISIpPHBIE YUITBI
11 IUATHOCTUKU JIEKO30B, OaHKU ITyTIOBMHHBIX
KJIETOK-TIpEIIeCTBeHHUKOB B I. MockBe u TI. Camape
IUISI HEPOIACTBEHHBIX TPAHCIUIAHTALIMKA B MEeIUATPUM.
A.I. PymsiHIIeB — aBTOpP PYKOBOJACTB IO KJIMHMYECKON
JIETCKON TpaHC(Y3MOJIOTMU U TpaHCIUIAHTAllMM TeMO-
MO3TUYECKUX KJIETOK Y JeTeil, UM U ero COTPYIHUKaMU
HaJIaXKeHbl IUArHOCTMKA M MOHMTOPMHI OHKOJIOTHUYE-
CKHUX 3a00JIeBaHUI C TTOMOIIBI0O MOJEKYISIPHBIX 30HIIOB
LUPKYTUPYIOIINX HYKJIEMHOBBIX KUCJIOT U UX MPOAYKTOB
B chIBOpOTKe KpoBu. Iloa pykoBomctBom A.I. PymsH-
1eBa BrepBbie B Poccuy BBIMOJHEHBI TpaHCILIAHTAILIUM
CTBOJIOBBIX MYIOBUHHBIX KJIETOK ACTSIM C MEPBUYHBIMU
UMMYyHOIe(UIIUTaAMM, TeMATOJOTUUYECKUMU 1 OHKOJIOTHU -
YeCKMMU 3a00JIeBaHUSIMU M OPraHM30BaHbI CHUCTEMHBIE
HUCCIIeIOBaHUSI TEHETUKU IEePBUYHBIX MUMMYHOIEMUIIU-
TOB, MAaTEePUHCKOIO U IETCKOI0 MUKPOXUMEpPHU3Ma.

B rteuenme mocnenHux sner A.I. PymsaHieB u ero
COTPYIHUKM aKTHBHO pa3padaThIBalOT HOBBIE METOIBI
TPaHCIUTAHTAllMM TE€MOIMO3TUYECKUX KIJIETOK-TIpeIIe-
CTBEHHMKOB KOCTHOT'O MO3Ta, MepudepruiecKoil 1 myro-
BUHHOI KPOBM IPpU MMMYHOAECHUILINTAX, TCHETUYECKUX,
TreMaTOJIOTUYECKUX M OHKOJOTUYECKMX 3a00JIeBaHUSIX
y IeTel ¥ TOIPOCTKOB, KJIETOUHBIX IMTPOAYKTOB /I UMMY-
HOTepanuy paka, MEXIUCUMIUTMHAPHON peaduInTaliun
JeTeil, BhI3MOPOBEBIINX OT paka. Co3maHa MeIUKO-COIIM-
aJbHas CIy:K0a M peaJiM3oBaHa IporpaMma IIKOJIbLHOTO
00pa3oBaHUs IJIs1 AeTeil C OHKOJIOTUYECKMMU 3a00seBa-
HUSIMU, HaJlaXkeHa MEeXXIyHapOIHasl NesSITeIbHOCTD B 00J1a-
CTH IeTCKOM oHKosioruu B paMkax BO3 nu JOHUCE®.

A.I. PymsHLIEB — aKTUBHBIII OpraHU3aTOp MeEIU-
LIMHCKOM HayKu W MPaKTUKU. B TeyeHre MHOTIMX JIeT OH
Boariasisii B PTMY nayunbie mporpammel TKHT CCCP
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10 JICIKO3aM 4YejioBeKa U JKMBOTHBIX, 1 TporpaMmbl HUP
M0 JIMKBUAAUMU TocaeacTBUil YepHOOBUILCKOM aBapuu,
Oob1 usmeHoM Hayunbeix coBetoB AMH m MuHn3snpasa
CCCP u P® mno nemparpuu, reMaTojOTMH M OHKOJIO-
rud. C 1989 r. mo Hacrosiee BpeMs — IIpeacenaTesb
CEKIIMM TeMaToJIorOB MOCKOBCKOTO OOIlecTBa IETCKMX
Bpauei. SBiseTcss yJ4acTHMKOM JIMKBUAAIIMM ITOCTEI-
ctBuii aBapuu Ha YepHoObUIbcKOM ADC (1986—1987 1),
opra"nuzatopoM miporpamMmmbl HUP «/letm YepHOOBLIS»
B CCCP (1990—1991 rr) m Poccum (1991—1995 rr).
C 1994 t. mo 1997 r. 6b11 3amecTuTeneM Ilpencenaress
mpaBieHus, ¢ 1998 r. mo HacTosiee BpeMsl SBISIETCS
yneHoM mpasieHus Coro3a neauarpoB Poccuu. B Teue-
Hue 15 net (c 1998 mo 2013 1) A.I. PymsHIeB sBasiacs
[JIaBHBIM IleauaTtpoM JlemapramMeHTa 3apaBOOXpaHe-
Hust . Mocksbl. B teuenue 42 ner (¢ 1978 no 2021 r)
A.T. PymMsiHLIEB — IJIaBHBIM BHELITATHBIN AETCKUM CITeIIN-
aJINCT reMaTrojior-oHkoysor Munsnpasa Poccun, B Teue-
Hue 4 net (1987—1991 11.) 0OMHOBPEeMEHHO OBLI IIAaBHBIM
BHEIITATHBIM CIIEIIMAIMCTOM TeMaTojioroM MuH3apaBa
CCCP, ¢ 2018 . — Buue-npesuneHT HaimmoHanbHOI
MEIULIMHCKOIM majaTel PD.

B 2021 . [TpaBuTenscTBoM Poccum HazHavyeH mpeace-
JaTejaeM 3KCIIepTHOro (poHma MOANEePKKU IeTel ¢ TsKe-
JIBIMM KM3HEYTPOXKAIOINMU 1 XpPOHUYECKUMHU 3a00J1eBa-
HusMu «Kpyr mobpa».

B 1991 . A.T. PymsaniieB opraHu3oBajl M BO3IJIABUI
HOBBII HAYYHO-MCCIeI0BAaTeIbCKUI MHCTUTYT MUH3Ipa-
Ba Poccun — UHcTuTyT nerckoii rematonoruu (¢ 2005 . —
denepanbHblii  HAYYHO-KIMHUYECKUI LEHTP JIETCKOM
reMaToJIOTUK, OHKOJOTMU M MMMyHojoruu, ¢ 2011 . —
denepanbHblii  HAYYHO-KIMHUYECKUI LEHTP JETCKOM
reMaTOoJIOTMY, OHKOJIOTUY M UMMYHOJIOTUM UM. JIMUTpus
Porauesa Munsapasa Poccun, ¢ 2016 . — Haunonass-
HBbI MEIULIMHCKUI UCCIEA0BATEAbCKUM LEHTP AETCKOMN
reMaTOoJIOTMY, OHKOJIOTUY M UMMYHOJIOTUM UM. JIMUTpus
Porauesa MunszapaBa Poccunt), KOTOpHBIii cTajl TOJOBHBIM
yupexaeHueM B P@ no pa3paboTke mporpamMm JuarHoc-
TUKU U JICYEHUST TeMaTOJOTUUECKUX Y OHKOJOIMIECKUX
3a00JIeBaHUI Y IeTeil M TMOAPOCTKOB, TPaHCILIAHTAIIUU
TeMOITOATUYECKUX CTBOJOBBIX KJIETOK, KIMHUYECKOM
WMMYHOJIOTUM, TpaHC(HY3MOHHONM M TEHHOM Teparuu.
B cocraBe llenTpa paboraior MHCTUTYT TeMaTOJIOTUM,
WMMYHOJIOTUM W KJICTOYHBIX TEXHOJIOTUN (IMPEKTOp —
yneH-kopp. PAH, npodeccop A.A. Macuan), Uactutyr
OHKOJIOTUH, PATUOJIOTUM U SIAePHON MEIUIIMHBI (TIUPEeK-
Top — npodeccop A.M. KapauyHcknit), JleueOHO-peadbu-
JIMTAIlMOHHBIN HayYHBIN LIeHTp «Pycckoe mone» (mupek-
Top — K.M.H. A.®. Kapennn), MHCTUTYT MOJIEKYIIpHOI
U DKCIEPUMEHTAbHON MENUIUHBI (IUPEKTOP — I.M.H.
M.A. MacuaHh).

B 2018 . A.I. PymsinueB u3opau npesuneHrom @I'bY
«HMHUL AT'ON wum. Omutpuss PoraueBa» MuH3mpaBa
Poccuu. TenepanbHbIM aupekTopoM LleHTpa Ha3zHaueHa
yueHuia A.I. PymssHiiesa mpocdeccop I'A. HoBuukosa.

A.T. PymsnueB — aBtop 0ojiee 1000 HaydHBIX padoT,
B TOM 4yuciie 75 mMoHorpaduii 1 PYKOBOICTB, SIBIISIETCS
ywieHoM HayyHoro coBeTta M pyKOBOAMTEJIEM HayYHOM
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mnatdopmbl «OHKosorusi» MwunsapaBa Poccuu, rias-
HBIM pefaakTopoM kypHanoB «Ilemuatpus» u «BecTHMK
cy>k0b1 KpoBu Poccum», 4jieHOM peJakIMOHHBIX KOJ-
Jlernii XypHaynoB «Poccuiickuii meauaTpuyecKuii Kyp-
Hasl», «Borpockl mpakTuyeckoi neauaTpun», «Bormpock
JIUeToTepanuu B IeauaTpun», «Bompockl remaronoruu/
OHKOJIOTUM ¥ MMMYHOMATOJIOTMU B IeauaTpum», «lema-
TOJIOTUSA U TpaHchysuonorusi», «Poccuitckuii KypHan
NETCKON reMaToJIOTMU M OHKojorum», «Illkoma 3mopo-
BbsI», “Russian Journal of Immunology”; moyeTHBIM Mpe-
3uaeHToM HalmoHanbHOTo o0IlecTBa IEeTCKUX TeMaTo-
JIOTOB ¥ OHKOJIOTOB; BUIIe-Mpe3uaeHTOM HarmoHanbHOI
Menuuunckuit [Tanatel Poccun, npencenarenem Haumo-
HaJIbHOTO COBETa 3KCIEPTOB I10 MEPBUYHBIM UMMYHOIE-
(punuram, wieHoMm HalimoHanbHOTO COBETa DKCITEPTOB I10
peaKuM 3a00JIeBaHUSIM, TTIOATOTOBUI 75 nokTopoB U 134
KaHAuaaTa MeIUIIMHCKUX HayK. YIOCTOeH 3BaHui1 Jlaype-
ata npemuii 2-ro MOJIF'MHU um. H.U. IMuporosa (1978,
1983, 1994, 2007 rr.), AKageMud MEIMLIMHCKUX HayK
CCCP um. M.C. Macnona (1978 1.), MOCKOBCKOT0O KOM-
comorna (1979 r.) 3a HaygyHO-UCCIEAOBATEILCKIE PaOOTHI
B 00JacTM TeMaToJIOTMU M HMMyHojoruu. OTMmeueH
OUTUIOMOM Yy4YacTHHKA U cepebpsHoii Memanbio BJIHX
(1989 1) 3a pa3pabOTKy AMAarHOCTUKUA U UMMYHOTEparuu
0oJIe3HEe KPOBHU Yy IeTeli, MTOYETHOM Menaablo YHUBEPCH -
teTa . Monnenbe (Ppanuus, 1990 ). B 1994 r. 3a Hay4-
HO-TIeJarornYecKylo IesTebHOCTh HarpaxkaeH OpaeHOM
Hpyx0bl HaponoB, B 2002 . — INoyeTHBIMU TpamMOTaMu
TocynapcrBennoi dymbr PO u MockoBckoii Toponckoit
Hymbl, B2003 . 1 2015 . — nmpemueii mydimmM BpayaM Poc-
cum «[IpusBanue», B 2003 . — Megabio «3a 3aCayTu Iepen
OTEUECTBEHHBIM 3paBooxpaHeHueM», B 2007 I. — 3HaKOM
«OTINYHUK 3ApaBOOXpaHEeHUS» U Mealibio «BeTtepaH Tpy-
na». B2008 . u 2011 r. ynoctoeH npemuii [IpaButenbcTBa
I. MockBbI B obnacti MenuuuHbl, B 2013 1. — MexayHa-
ponnoit npemun Knapous lanena (Prix Callen). B 2014 .
HarpaxzaeH Menaibio [Ipe3uauyma Coseta Cyneit PO «150
Jet cyneoHoii pechopmbl B Poccun». B 2015 . HarpaxkneH
opaeHoM «Bo ciaBy Ocetun» u megansio MUC Poccun
«3a coapyxecTBO BO UM cniaceHust». B 2017 r. Harpax-
neH ITamarHeiMu Megansamu akagemuka B.U. Kymakosa
u UN.4. Cennynnsckoro, B 2018 . — OpaeHoM Bocxoasiiero
COJTHIIA30JIOThICTYYH CIIIeTHOM e HTOM (SITOHMS ), peMu -
eit [TpaButenbcrBa P® BoGnactu Hayku v TexHUKu (2018 1)
3a pa3paboTKy, MPOMBIILUICHHOE MTPOU3BOICTBO U Mac-
IITa0HOE BHEAPEHNE OTEUYECTBEHHBIX PEKOMOMHAHTHBIX
(¢axropoB cBepthiBaHus Kposu VII, VIII u IX pns neue-
Hus remodunuu, IMamarnoit menansio I'H. CnepaHcko-
ro Coro3za neauatpoB Poccum 3a Bbimarolimecs 3aciiyru
B oxpaHe 310poBbs aeteit (2019 1.). HarpaxkneH opaeHoM
«3a 3acayru mepen OteuectBom» IV cremenm (2019 1)
u Ilpemueit IMpaButenscTBa I. MOCKBBI B 00J1aCTH 0Opa-
3oBanus (2015 ), bnaropapcrBeHHbiMu ucbMamu Tpe-
suneHTa Poccun (nroHb 2020 1, Mapt 2021 1.).

A.T. PymsHiieB B neka6pe 1993 1. u30paH 4wieHOM-KOp-
pecIoHneHTOM, B HOsIOpe 1995 . — akageMUKOM OTaesie-
Hus OumomenuuMnHbl Poccuiickoil akameMuu eCTeCTBEH-
HbIX HayK. B 2004 1. u306paH 4wieHOM-KOPPECIOHIEHTOM,
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B 2011 . — akagemuxoMm Poccuiickoil akageMun Meau-
muHcknXx Hayk. B 2013 r. u3dpan akagemukom Poccuii-
cKoil akagemuu Hayk, B 2017 . — uneHowm Ilpe3unnyma
Poccuiickoit akageMuu HayK.

A.T. PymMsgHIIeB — JOBepeHHOE JUIIO M COMpeaceaa-
Telb u3dupatenbHoro mTadba B.B. Ilytuna Ha BbIOO-
pax Ilpe3sunenta Poccum B 2018 1., moBepeHHOE JUIIO
C.C. CobsHunHa Ha BbeIOOpax Mapa . Mockssl (2018 1),
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YIeH IIONEUYUTEIbCKUX COBETOB 0JIATOTBOPUTEIBLHOIO
donna «I[Tomapu xku3Hb», MeXXIyHapOJHOTO COI03a [TOMO-
LY Y TOAAEPKKU MAllMEHTOB, 3KCIIEPTHBIX MPOMUIbHBIX
komuccuii I1paBurensctBa Poccun, Cosera Penepaunu
u TocymapcTBeHHOM JIyMBbI 11O 3paBOOXpaHEHUIO U COLIM -
ajbHOM ronuTuke. B centsaope 2021 . u3dpaH aenmyTaToM
TocynapcrBerHoit Jymbr P® VIII co3biBa.

B oenv Bawezo 75-1emus, dopoeoii Arexcandp Ipuzopvesuu, Bawu yuenuru, Koaieau, nayueHmol, 0py3os no30paeisrom
Bac u sceaarom Bam kpenkozo 300po6bs, HoBbIX yoay u nobeod, 4moowt ovLiu 300poevt Bawiu poonvie u 6ausxue, a HcusHo
npenodnocuia Bam moavko npusmuste cropnpusst, u 6ce20a Haxo0UAUCh HOBbLE MeUMbl, K OCYULeCINEACHUI0 KONOPbIX
xomeaoco 6b1 cmpemumocs! Mot eopoumcs Bamu, cnacubo Bam 3a eéce!

Hawa wuctopus // Our history
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0630p BbicTynnenus B pamkax Il o6veaunenHoro Konrpecca HOAIO0
u POM10: «Bnepebie B Poccun. Knunnyeckue peKkomeHaayum no
WH()AHTUNbHBIM reMaHrnomam»

«CucreMHOe JieYeHUEe MJIAJEHYECKUX TeMaHTUOM
MPOINPaHOJIOJIOM — Mo-npexHemy Tepanusi off-label
B Poccumn?» — Bompoc co3igaHus MepBbIX B CTpaHE KIIM-
HUYECKUX PEKOMEHIALMI MO JIeYEHUI0 MHMaHTUIBHBIX
remaHruom (MI') ocBeTuna B cBoeM JOKJjaae BeLyILIWiA
Hay4yHbIil coTpynHuk HUW netckoit OHKOJIOTUY U rema-
tosioru ®I'BY «<HMMULI onkonornu um. H.H. Brioxuna»
MunznpaBa Poccum n.m.H. TarbsiHa CepreeBHa beibi-
meBa. BeictyrieHue cocrosuioch 26 Hosiopst 2021 . Ha
II o6beaunenHoMm Konrpecce HOAT'O u POLO.

IIpobGreMa AMArHOCTUKUA U Tepamuyd COCYIUCTBIX
HOBOOOpa30BaHUI1 y AeTel NOATUe robl OCTaeTcs «boie-
BOIl TOYKOI» B memaMaTpuyeckoil mpaktuke B Poccum.
Haxonsich Ha cThIKe creluaaibHOCTel — HEOHATOJOTUS,
OHKOJIOTUSI, 1ePMAaTOJIOrus, NeauaTpusi, Xupyprus, aet-
cKasi KapAMOJIOTusl, — 9Ta Tema A0 HEJaBHEro BpeMEHU
oCTaBajlaCh MEXIUCUUIUIMHAPHON U BMECTE C TEM MPO-
(GUABHO «HUYbEH». DTO OCOOEHHO KPUTUYHO, MOCKOJIb-
Ky, TOSIBUBLIMCHh y peOEHKA B MEPBBIA Mecsll XU3HU,
COCYIMCTbIE OMYyXOJU HaxonsTcs B daze mpoaudepanuu
U XapaKTepu3yloTcs OypHbIM pocToM. [Ipu nokanuzanuu
Ha Jivile, B aHOT€HUTAJIbHOW 30HE, MHTEPTPUTMHO3HO,
MPU OCJIOXKHEHHOM TeUeHUU (U3bsI3BJACHUE, UHOULIMPO-
BaHUE, KPOBOTEUEHUE) U B OTCYTCTBUE CBOEBPEMEHHOI
anekBaTHoU Tepanuu VI' MOTYT NpeAcTaBisiTh yrpo3y LIsd
KU3HU W TIPUBOIUTH K CEPbE3HBIM (DYHKIIMOHATBHBIM
HapylIeHUsIM U KOCMeTUYecKUM naedekTaM. Bbi3biBas
HeoOpaTUMble U3MEHEHUS KOXMU, MITKUX TKaHEW Juila
u weu, UI' npuBomsdT K couManbHON Ae3amanTaliiu
U CHIDKEHUIO KayecTBa XW3HU MaJIeHbKUX MallMeH-
TOB U wieHOB ux cemeil. Kpome toro, ' MmoryT ObITh
YacThl0 CUHAPOMAJIbHON MAaTOJOTUM U COMPOBOXIATHCS
KPUTUYECKUMU COCTOSIHUSIMU (PaHHUIA WHCYJBT U 1p.).
YeyryoaseT npobjieMy HeAOCTaTOYHOCTh CHelMalIbHbIX
3HaHUI y Bpaueil — O0JbIIUHCTBO KJIMHULIMCTOB MPOI0JI-
JKAlOT TPUMEHSITh TEPMUH «Te€MaHTMOMa» W BKJTIOYAIOT
B HEro BC€ MHOTroo0pas3re COCyIUCTON MaToJOTuU KOXH,
HECMOTPS Ha MPUHUUIUAIBHO pa3Hble TeYEHUE, TPOTHO3
U moaxodpl K JjeuyeHuto. Lllupoko pacmpocTpaHeHHbIE
Ha TEPPUTOPUU HAllEW CTpaHbl MOPAJbHO W TeXHUYE-
CKU yCTapeBIlIMe METOJbl Tepaluu, TaKue Kak Kpuojie-
CTPYKLMSI XUAKUM a30TOM, DyKKu-Tepamnusi, Hepeako
MPUBOMAAT K HEYTOBJIETBOPUTEIbHBIM (DYHKIIMOHATBHBIM
U KOCMETUYECKUM pe3yJikTaTaM U 00yCIOBIMBAIOT HEOO-
XOJMMOCTb MTOMCKa COBPEMEHHBIX BICOKO((hEKTUBHBIX
MHOTOKOMITOHEHTHBIX MporpaMm JedeHus. OTCyTCTBUE
MapIIPyTU3ALUN, PErJAMEHTUPYIOIINX JOKYMEHTOB —
KJIMHUYECKUX PEKOMEHAALUM, TOrpyxkaer poauTeaei
MaJIeHbKUX TaiueHToB ¢ I B uHbopMalimoHHbIi Xaoc,
COCTOsIHME (PpycTpalluy, HEMMOHUMAHUS, KTO «MX Bpay»,
YTO MPUBOIUT K BEIOOPY HEAEKBATHBIX METOJIOB TEPANTUU
WJIX HECBOEBPEMEHHOMY Hayvaly JeuyeHus .

WT xapakTepusyrorcs 106poKayecTBEHHOM rposude-
paumeit SHIO0TeTMaTbHBIX KJIETOK U, COTJIACHO Klaccudu-
Kauuu MexXayHapoaHOTO OOIIEeCTBa MO M3YUYEHUIO COCY-
nuctbix aHoManuii (International Society for the Study
of Vascular Anomalies — ISSVA) 2018 . [1], BKItOUEHBI
B TIOATPYINITY MTOOPOKAYECTBEHHBIX COCYIMCTBHIX OITyXO-
neit, cocrapisigs okoyio 80 % ux obuiero uucna [2]. UT
BBISBIAIOT V 4,5—6,4 % HOBOpoOxXAeHHbIX [2] 1 10—12 %
JIETei1 TepBOTO rojia XM3HU, HauboJiee YacTo CpeIu Tpe-
CTaBUTEJIe eBpONeonIHOM pachl 3], mMpeuMyIIeCTBEHHO
B YEJIIOCTHO-IMLEBOM obactu (1o 60 % Bcex ciydaen).
PazButne 3THMX 100pOKAYeCTBEHHBIX COCYAMCTBIX O0Opa-
30BaHUIA CBS3BIBAIOT C TUITOKCUYECKUM CTPECCOM BO BHY-
TpuyTpoOHOM Tiepuoe. PakTopamu pucka passutus T
SIBJISIIOTCST KEHCKUI T10J1, HEIOHOIIEHHOCTh, CEMEHbIE
cayyau U 1 HU3Kasg macca Tesa npu poxaeHuu. M3pect-
HO, HampuMep, YTO PUCK MJIAJEHYECKOl TeMaHTMOMBbI
yBesmurBaeTcs Ha 25 % Ha Kaxbie 500 T CHIDKeHUST Mac-
Cbl Tena mpu poxaeHuu [4]. [eMaHrMOMBI OTAMYAIOTCS
OYpHBIM POCTOM B TIEPUOJI HOBOPOXICHHOCTH, KOTOPBIiA
CBSI3BIBAIOT C KJIETOYHOW, TMPEUMYIIECTBEHHO 3HAOTE-
JuanbHOM, runepriazueit. Cragus npoaudepanuu UT
MPOJOJIKAETCS B CPeAHEM OT 3 0 6 Mec, 4TO O0YCI0B-
JIUBAeT POCT 3a00JIeBa€MOCTU Cpelau JeTeil B BO3pacTte
OJke K KOHILy TepBOro rojga Xus3Hu. [1pu poxaeHuun
KJIMHUYECKUE TIPU3HAKKM COCYAMCTOW IaTOJIOTUM, Kak
MPaBWJIO, OTCYTCTBYIOT WJIM TIPEINCTaBICHBI «3HAKaMU»
Oymyleil TeMaHTUOMbI — OKPYTJIBIMU Y4acTKaMu OeJieco-
BaTOro 11BETA, B LIEHTPE KOTOPHIX BUIHBI TOUEUHBIE COCY-
nbl. Hanbosee MHTEHCUBHBIN POCT reMaHTMOMBI HAOJTIO-
JAaeTCsl B TeUEHME TIEPBBIX 2 MeCsIleB XKU3HU pebeHKa,
YTO SIBJISIETCS OMPENESIIOINUM (PAaKTOPOM MPU PELIeHUN
BOMpoca O CpoKax Hayajia JiedeHus. B mocienyroinem
UT nepexoaut B 6—9-MmecssuHyio a3y crabuan3aiuu, 3a
KOTOpOWi B TeueHue 3—7 JieT ciaenyeT (a3a CIIOHTAaHHOM
MOJTHOW WJIM YacTMYHOW WHBOJIOLMU. B 3aBuUcHMOCTH
oT ha3bl U JJOKAIU3AIMU COCYAMCTOrO 00pa30BaHUsI TaK-
TUKA BelIeHUS TallMeHTa MOXeT ObITh KOHCEPBAaTUBHOM
Win akTuBHOU. CpouHoro BMelareabcTa Tpedytor U,
MPEACTaBJISIONINE OTTACHOCTh ISl KU3HU, COMPOBOXK/IA-
oirecs: (YHKIIMOHATBHBIMUA HapYHIEHUSIMUA, OCJIOXK-
HEHHbIE M3BSI3BJICHUSIMU U 00JIE3HEHHOCThIO, MHBOJIIO-
LIMOHUPYIOLIUE C UCXOAOM B pybdel. OqHUM U3 Haubosee
pacripocTpaHeHHBIX TTOAX0M0B K yiedeHuo T siBistercs
MeIMKaMEHTO3Hasl Tepanusi, B MEePBYI0 o4Yepeb puMe-
HeHue OyiokaTopa B-aApeHOPeLenTOpPOB MpOoIpaHoioia
B (opme pactBopa s mpuema BHYTpb. [lpuMeHeHue
JlazepoTepanuv UMIYJIbCHBIM JIa3epOM Ha KpacuTese
rnocJje rnpoBeaeHus1 JiekapcTBeHHoro jeyeHuss T mo3so-
JITleT MUHUMU3UPOBATh BO3MOXHbBIE OCTaTOUYHBIE M3Me-
HEHUs B BUJIE MTOBEPXHOCTHBIX TEJIEAHTUIKTA3UI U 1 -
dy3Hoi1 apuTemsbl. [To moKazaHUSIM OCTAETCSI MECTO U TSI
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XUPYPTUUYECKOIO 3Tara, 4Jallle B YPIeHTHBIX CHUTYyallWsIX
WIN JUISL yIaJeHUsT OCTaTOUHOTO 00beMa OIMyXOJIu Iocie
3aBeplIeHUs (pa3bl MHBOIIOLMU.

Kaxk m3BecTHO, «3pa mporpaHonona» B aeyeHuu WUT
Hayvanach B 2008 1., 1 ecIy He 110 BUTAIbHOM 3HAYMMOCTH,
TO B MacIiTabax KavyecTBa >KU3HU OJHOIO KOHKPETHOTO
pebeHka ¢ ocnoxxHeHHbIM TeyeHueM MI oHa comocraBu-
Ma C OTKpBITMEM aHTuOuotukoteparnuu! IlepopalbHblii
MpHYeM pacTBOpa MPOIPaHOJI0JIa TTIOKa3aH K MIPUMEHEHUIO
B KA4eCTBE II€PBOM JIMHUM CUCTEMHOU Tepalluu aMepu-
KaHCKUMM U €BPOINECHCKUMU MEXIYHApPOIHBIMU DPEKO-
MeHmanusamu 1o gedenuto UI. C 2015 1. 8 Poccuiickoit
depepaliii 3aperuCTPUPOBAH JICKApCTBEHHBIN MpernapaT
Iemanrnon® («Ileep ®abp Menukament», Opanius) —
€IMHCTBEHHBI MepopalibHbIN B-aApeHOo0I0KaTOp, O0-
OpeHHBIN 1j1s Tepanuu npoaudepupyromeit UT' y nereit
MePBOTO rojia XU3HU.

B 2015 r. L. Xiaohan et al. 0bl1a onyoJMKoBaHa Mac-
mrabHasg pabora: «DPPeKTUBHOCTL M 0OE30I1aCHOCTh
MepopaIbHOIO IMPOIPAHOJIOTa B CPAaBHEHUM C IPYTUMU
Metonamu JjedyeHuss MI: mertaaHanus». bbumm uzydeHb
pe3ynbrathl 61 uccaenoBanus ¢ yyactruem 5130 manueH-
ToB. B pesynbrare neuenue U mpomnpaHononom B popme
pacTBopa ISl IpueMa BHYTPb IpU3HaHO Oojiee 3dek-
TUBHBIM U 0€30ITaCHBIM 10 CPaBHEHUIO C IPYTMMU METO-
namu nedenust (KC, nazeporepanueit, apyrumu B-aape-
HOOJIOKATOpaMU U XUPYprudeckum jedeHneM). OmHako,
HECMOTpSI Ha BCE 3TU OTKPBITHUSI, TANbl U JTOCTUKEHUS
nuardHoctuku, tepanus UI' B Poccum 6onee 10 jet ocra-
€TCS HEPETJIaMEHTUPOBAHHOM.

JlekapcTBeHHBI mnpemapar IemMaHrmon® BKIIOYEH
B aMEpUKaHCKUE U eBPOMEHCKIEe MEKIyHapOIHbIC PeKO-
MeHmanuu no jedyeHuto MI. Ero mpuMmeHeHune mokazaHo
npu WT BBICOKOro puckKa Mo pa3BUTHUIO KU3HEYrpoxKa-
IOIIUX OCHOXHEHUH, (OYHKUMOHAJIBHBIX HapyIIeHUIA
WIN U3bSI3BICHUM, CTPYKTYPHBIX aHOMATUIA U Pa3BUTUS
HeoOpaTMMOTo KocMeThyeckoro nedekra. B kadecTBe
MepBoii TMHUU cucteMHoil Tepanuu UIT pekoMeHayeTcs
repopanbHbIii  pacTBop mpomnpanonona (lemanruon®)
B mo3e 2—3 mr/kr/cyT. Jloy Ha mpueM pacCUUTHIBAIOT
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¢ yyeToM Beca pebeHka. PekoMeHmoBaHHasi HadyajbHast
nmo3a: 1 Mr/kr/cyt B 2 mpuema (YTpOM M BEUE€pOM IIO
0,5 mr/kr). PekomeHmoBaHHasl TepareBTUYECKas 103a:
3 Mr/kr/cyT B 2 mpuema (YTpoM U BedepoM 1o 1,5 Mr/Kr).
WHTepBan Mexay OByMsI IIpUeMaMM JOJKEH COCTaBJISATh
He MeHee 9 u. CxeMa TUTpOBaHUS OO3bI: O 1 MI/KT/CyT
B TedyeHue |-ii Hemenw, mo 2 MI/KI/CYyT B TEYEHME
2-1i Hemenu, ¢ 3-it Hemenau — 1o 3 mr/kr/cyt [5]. Jleue-
HHUE IEMOHCTPUPYET BIEUAT/ISIOIIEe BpeMsl OTBETa Ha
tepanuio. bonee yem y 90 % neteii, mosyyaBIIux mpo-
MpaHOJION, Yepe3 24 4 rocJie Havasia JeYeHUs OTMedaeTCs
n3meHeHue 1Beta MI' oT MHTEHCUBHO-KPACHOTO 10 Myp-
MYPHOTO U CMSTYeHMe oOpa3oBaHuUs. Takue CUMIITOMBI,
Kak 3aTpyIHEHHOe IbixaHue/oapiika B caydae MI npixa-
TEJbHBIX IMyT€M WIM TeMOAMHAMUYECKUE HapYyILIECHUSI,
0OBIYHO MPOXOIAT B TeueHue 48 4. B cimyyae pacmonoxe-
Hust UI' B o6macTyl 171a3 Mpou3BOIBLHOE OTKPBITHE MOXKET
HaOJomaTbesd yepes 7 aHeii [6, 7].

Ha ocHoBaHMM MEXIyHAapOZHOTO U OTEYECTBEHHOIO
onbiTa cucreMHoro JedeHus WMI mepopanbHbIM pac-
TBOpOM TIpomnpaHosoja B 2021 . Brepsbie Mpodeccruo-
HaJabHBIMM accouuanusMu (Poccuiickoii accoumaiimeit
JNETCKUX XUPYyproB, HaltmoHaabHBIM OOIIIECTBOM IETCKUX
reMaToJIOrOB M OHKOJIOroB, Becepoccuiickoii o011ecTBeH-
HOIi opraHu3anueil «Accoluanys IeTCKUX KapAuoJIOroB
Poccun») moaroroBiieH M HampaBJieH Ha COIJlacoBaHUeE
MPOEKT KJIMHUYECKUX peKoMmeHmanuii «[emMaHruoma
UH(paAHTWIbHAs» B  MMHUCTEPCTBO 3IpaBOOXpPaHEHUS
Poccuiickoit @eneparivin.

Jlerutumnoe meaukameHTo3Hoe JnedeHue UI 3apern-
CTpUpPOBaHHBIM B Poccuy JieKapCTBEHHBIM IIpeIriapaToM
Temanrnon® B COOTBETCTBUU C YTBEPKICHHBIMU MUHM-
cTepcTBOM 3apaBooxpaHenusi Poccuiickoit Deneparu
KJIMHUYECKUMU PEKOMEHIALIMSIMM, IIPOBOAMMOE IIOJI
KOHTPOJIEM JIETCKOro KapauoJjora, I03BOJUT COOTBET-
CTBOBaTb COBPEMEHHOMY YPOBHIO MUPOBBIX CTaHIAPTOB,
MPUHIIMIIAM  J0Ka3aTeJbHON MEIUILMHBI, O00eCIeYuT
BBICOKYIO 3(P(PEKTUBHOCTL M 0€30MaCHOCTh JICYEHUS
namueHTa, npodecCUOHaIbHYIO U JIMYHYI0 YBEPEHHOCTD
Bpaya.
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POAOr ETCKOW FEMATONOIAN u OHKONMOTWIA // Russian Journal of Pediatric Hematology and Oncology

Haww wobunen // Our Anniversaries

1’2022

TOMNOL. 9

H6uneii T.B. LLlamanckoii

3 (deBpang 2022 1. oTMeTuIa IoOMIIEit
Bpauy-IeTCKUII  OHKOJIOL, PYKOBOIMUTEIIb
oTIejia U3yYeHUST SMOPUOHAIBHBIX OITYXO-
et MTHCTMTyTa OHKOJIOTHMU, PamMOJIOTHH
u sanepHoii MequnuHeI PI'BY «Haumonamns-
HBbIA MEIUIMHCKUN MCCIIef0BaTeIbCKUMN
LIEHTP JETCKOM TIeMaTOJIOTMH, OHKOJIOTHU
1 uMmyHojiorun um. Hmutpusi Poraue-
Ba» Mumn3npaBa Poccum, OTBETCTBEHHBIU
cekpeTaph «Poccuiickoro xypHaja IeTCKOU
TeMaTOJIOTUY W OHKOJIOTWI» K.M.H. TaTbsiHa
Bukroposna lllamaHckast.

B 1996 r. okonuwia KpeimMckuii menn-
muHcknit nHetuTyT M. C.T. TeoprueBckoro
I10 CITeIIMAJIbHOCTH «IIeauaTpusi». B 1998 . — nnTepHaty-
py B PoccuiickoM rocymapcTBeHHOM MEIUIIMHCKOM YHU-
Bepcutete (PI'MY) 110 Toit ke crrermmanbHOocTH. B 2000 .
OKOHYMJIA KITMHUYECKYIO OPAMHATYPY MO CIIeIINaTbHOCTH
«neguatpusi» B HUW nerckoit rematonorun MuH3npasa
Poccuu. B 2004 1. mostyumia mepBUYHYIO CIIEIIAATN3AIINIO
0 CHEeLMaJIbHOCTH «AeTcKass oHkonorus» B HUWM ner-
ckoit onkonoruu u remarojorun POHILI nm. H.H. Brio-
xuHa PAMH. B 2005 r. 3anutria KaHAMIATCKYIO TUCCep-

TallMIO II0 CHCUMAIBHOCTSIM <«ITCAUATPHUSI»
U «OHKOJIOTHsI» Ha TeMy: «IecKpUnTuBHAS
SIUICMUOJIOTHSI TEMOOIACTO30B Y JHeTeld
U TIOAPOCTKOB B MOCKOBCKOW 00JacTU».
B 2013 1. mpoma mpodecCHUOHATBHYIO
MEePEeTOATOTOBKY IO CIIEIIMATbHOCTU «TeMa-
Tosiorusi» B PTMY.

OCHOBHOI CIIEKTp HAyYHBIX UHTEPECOB
TatbssHEI BUKTOPOBHBI BKIIIOYAET U3yICHUE
HEHPOTEHHBIX OIyXOJIeil ¢ aKIIeHTOM Ha
KJIMHUYECKIEe, OMOJIOTMYEeCKNEe OCOOCHHO-
CTH, TepareBTUICCKIE TTOAXOIBI Y MallkueH-
TOB C HEHpPOOIACTOMOI TPYHITBI BEICOKOTO
pucKa, H3yYeHHE I1apaHEOIUIACTUICCKUX

MIPOILIECCOB (CMHAPOM OIICOKJIIOHYC-MHOKIIOHYC), KaTaM-

HECTUYECKOEe HAOMIoIeHNEe OOJBHBIX, OKOHYHMBIIMX

cre(pUIECKyI0 TePaIio 0 IMTOBOLY 3710Ka4eCTBEHHBIX

3a00J1eBaHUIA.

Pepaxuma P2K/InO ot Bceil Aymm IO3ApaBIsIeT
Tatbsany BukropoBHy lllamaHcKyto ¢ 1o0uaeeM U xkejaeT
KPEIIKOTO 3I0POBbBSI, YCIIEXOB, CUYACTBS, OJIArOITOIydus,
peanm3ay HaMeIeHHBIX TUIAHOB, a TAKKE HOBBIX TOCTH -
XKeHuii B mpodeccun!
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| likona no AuarHocTMKe M Ne4eHuio peaKkux onyxoneii y perei

15—16 despans 2022 1. mox 3rugoil 0ObeIUHEHHO-
ro COOOIIecTBa METCKMX OHKOJIOTOB M TeMAaTOJIOTOB Ha
6aze OI'BY «<HMMUILI onkonornu um. H.H. BioxmHa»
Munsapasa Poccun cocrosiiach | Lllkona mo guarHoc-
THKE U JICUCHHUIO PEIKUX OIyXxoJjeit y mereit. Meporpusi-
THe TIpouro B rudbpuaHoM gopmare. B IlIkone B ouHOM
dopmaTe IPUHSIIN yIacTHE 45 CIIeMaaIncTOB ¥ OHJIAH —
650 creumanucroB. Ha Meporpus Ty ObLIM IIPEACTaB-

JICHBI OOKJIAAbl MEXIyHapomHBIX 3KcreptoB (Ilompira,
HUramma, CIIA), Bemylmx pOCCHMCKUX CIICIIAATNCTOB
B 00JIaCTU JIEUEHUS PEAKUX OIyXOJel y AeTei, BeAyLIUX
JNIETCKUX OHKOXHUPYPTOB, ObLI MPOBEAEH pa3dop CAOXKHBIX
KImHMYecKux ciydaeB. Coopranuszatopamu 1Kol
BBICTYNIUIM Beayliye yupexaeHuss Poccum B oOiactu
NUArHOCTUKU U JIEYEHUS] JETCKMX OHKOJOTrMYeCKMUX 3200~
JICBAHUU.

BpyueHue npemun «Jly4ywui nexkrop-2021»
fMlepBoro MegUUMHCKOro KaHana

18 deBpansa 2022 1. cocTosinach HePEMOHUST BpyYeHUS
exxerogHou TpeMuu IlepBoro MeIMIIMHCKOTO KaHajla
(Imed.tv) «JIyummit 1eKTOp». B OTKpPBITOM TOJI0OCOBAaHUU
ObUIM BBIOpPAHBI JIYUIIINE JIEKTOPBI, JOKJIAZBI KOTOPBIX
nponuty Ha romanke 1med.tv B 2021 r. Onaum 13 mobe-
muTeneld mpemum ctana Jiekrop Ilkomsl mo mmarHoc-
THKEe U JICUCHWIO HelipoOjgacToMbl (9 OHIANMH-JICKIIMi

B ceHTssOpe—mekadpe 2021 L) K.M.H., CTapIInii Hayd-
HBIIA COTPYOHUK JETCKOTO OHKOJIOTMYECKOTO OTaese-
HUST XUPYPIrUYECKUX METOMOB JIeYeHUs C MPOBEACHUEM
xuMuoTepanmuu Ne 2 (oImyxoJieil TopakoadgoOMUHAIBHOMI
nmokanmu3anun) HUW meTckoit OHKOJIOTUM M TeMAaToJI0-
mu OPI'BY «HMUL oukonormu mm. H.H. Biaoxuna»
Munszapasa Poccun M.B. PyGanckas.

Cosewianue «[leHb counanbHOil 3HAYMMOCTH PEAKUX 3aboneBaHui»

25 ¢pespang 2022 1. Ha TIomaake ToproBo-TIPOMBIIII-
JICHHOM TIaJlaThl COCTOSIOCh  HAyIHO-TIPaKTHUIECKOe
coBemaHue «IeHb COLMANIBHON 3HAYUMOCTH PEIKHMX
3a00JieBaHUi» B TpeanBepun BcemmpHOro mHsI pen-
KuX 3a00JeBaHUll, KOTOPBIA TPaagULIMOHHO OTMEYaeTcsl
28 despansa. OOHUM U3 OPTAHU3ATOPOB COBEIIAHUS CTall
nenyrat lTocymapctBeHHoit [ymbl Poccuiickoit ®Dene-

pamun akageMuk PAH A.I. Pymguunen. OmHa u3 cec-
CUIl Ha coBelllaHMM Obljla MOCBsIIeHa HelipobyiacToMme
y geteii. Ha Meponpus T cocTosIIoch BpydyeHUe MpeMun
«Penkoe mocrosiHue», JjJaypeaToM KOTOPOM cTajla Mpe3u-
IEHT OOBEOAMHEHHOTO COOOIIeCTBA AETCKUX OHKOJIOTOB
¥ TeMaToJIoroB a.M.H., ipodeccop C.P. Bapdomnomeena.

Kpyrnbiii cron «llpothunakTuka n nevyeHue ocnoXXKHeHUn
B 1ETCKOW OHKOJNIOrMM U remaTonorumn»

5 mapra 2022 T. 00OBeIMHEHHBIM ITPOdECCUOHAIB-
HBIM COOOIIIECTBOM AECTCKHUX OHKOJIOTOB M TeMaTOJIOTOB
Ha 0aze ®I'BY «HMMUILI oukonornu um. H.H. Bioxu-
Ha» MuH3npaBa Poccum OBLT IpOBeICH KPYTIJIBINA CTOM:
«[IpodmnakTnka M JIeYeHUE OCIOXHCHUIN B IETCKOU
OHKOJIOTUM W TeMaTOJOTUM». MepoIpusaTre IIPOIILIO
B rubpuagHoMm ¢opmarte. B HeM MNpUHSAIM ydacTue
340 cmeumanucTtoB m3 34 cyobekToB Poccwmiickoit

®enepanun. B pamkax KpyTaoro cTojia ObUIH IPEACTaB-
JICHBI JOKJIAObl BEAYIINX POCCUMCKUX CICIIHATNCTOB
B 00JJaCTM ONTUMU3AINU JICUCHUS 3JI0KAUYCCTBEHHBIX
HOBOOOpa3zoBaHMil y meTeil. OOCY:KIaINCh HE TOJIBKO
MH(MEKINOHHBIC TTPOOJIeMbI, HO M MHBIEC aCIICKTHI JIcUe-
HUSI, B YaCTHOCTHM CTaHIAPTHI 3aMECTUTEIBLHON Tepa-
MWW, TPUMEHEHNE aHTUOMETUKOB 1 AP.

Hawe coo6wectso — gesatenbHocts HOANO // Our community — activities of the NSPHO




MpaBuna Ana aBTOpOB COCTaBNeHbl HAa OCHOBe U C yuetom «benoii KHurn
(0BeTa HayuHbIX peakTopoB 0 COOMIOAEHNM NPUHLMMOB LieNIOCTHOCTH NybnmKa-
LIl B HayuHbIX XypHanax, o6HoBnexHaa Bepcua 2012 r.» (CSE's White Paper on
Promotion Integrity in Scientific Journal Publications, 2012 Update), «EauHbix
TpeboBaHMil K pyKOMMCAM, NpefocTaBAAeMbiM B 61OMEANLMHCKIE XKypHanbl»
(Uniform Requirements for Manuscripts Submitted to Biomedical Journals), pa3-
paboTaHHbIX MexayHapoaHbIM KOMUTETOM pefiakTOPOB MeAULMHCKNX XypHa-
noB (International Committee of Medical Journal Editors), u «Pekomenpauuit no
npoBefeHIt, ONUCAHNI0, PeaKTUPOBAHMIO W Ny6NMKaLMK Pe3yNbTaToB HayuHol
paboTbl B MeAMUMHCKIUX XypHanax, aekabpb 2016» (ICMJE Recommendations
for the Conduct, Reporting, Editing and Publication of Scholarly Work in Medical
Journals, December 2016).

Mpu odopmneHun cTateit Ana nyénukaumum B «Poccuitckinii XypHan JeTckoit
TemMaTonorui 1 OHKONOTMW» CNIeAYeT PyKOBOACTBOBATLCA HIDKECTeAyHLLMU
npasunamu.

1. (TaTbAl JOMKHA ObITb NpeACTaBNeHa B 31EKTPOHHOM BUAe (TEKCT CTaTbl €O
CMNCKOM IUTEPATYpbl, TABNULLbI, rPAadUKM, PUCYHKM, MOAMACK K PUCYHKAM, pe3ioMe).

LWpndt — Times New Roman, 14 nyHkToB, uepe3 1,5 uHTepsana. Bce ctpaHupl
ZOMKHbI ObITb NPOHYMEpOBaHbI.

2. Ha nepBoii cTpaHuLe LOMKHO ObiTb YKa3aHO: Ha3BaHMe CTaTbu, MHALMANDI
1 hamunum Bcex aBTOPOB, MONHOE Ha3BaHMe yupexxaeHna (yupexaeHnii), B KoTo-
pom (KOTopbIX) BbINONHeHa paboTa, ero (1x) MoNHbIA aApec ¢ yKasaHuem UHAeKca.
0643aTeNIbHO yKa3bIBAETCA, B KAKOM YUpexxAeHI paboTaeT Kax/blii 13 aBTOPOB.

(ratba omKHa ObITb NoAiNMcaHa Bcemu aTopamu. 0643aTenbHO NpefocTaBe-
Hue UHdopMaLMu 060 Bcex aBTOPaX Ha PycCKOM U aHTAMACKOM A3blKax: dpamunus,
UM, OTYECTBO MOSHOCTbIO, KOHTAKTHblE TenledoHbl, pabounil afpec ¢ ykasaHuem
WHAEKCA, GaKC, appec NEKTPOHHON NouThbl, 3aHUMAeMble JOMKHOCTH, yueHble
crenenu 1 38aHua, ORCID, ResearcherlD, SPIN-kop. Mpu otcytcTBum Homepa ORCID
€ro HeobXOANUMO MONyynTb, 3apervcTpUpoBaBLUMCb Ha caiite https://orcid.org/.
OTpenbHo HeobxoaMMO OTMETUTb aBTOpa (aBTOPOB), C KOTOPbIM pefakuua byaser
BECTU nepenucky. Takxe HeobxoaMMo 3anonHuTb pasaen «Bknag aBTopo» (paspa-
60TKa u3aiiHa CTaTbin, COOP AAHHDIX, aHANU3 HAYYHOTO MaTepuana, aHanus nony-
YEHHbIX JJaHHbIX, 0630p Ny6AMKaLwil No Teme CTaTby, NOArOTOBKA CMUCKA NUTEpaTy-
Pbl, HaNMCaHIe TeKCTa PyKOMICH, COCTABAIEHME pe3toMe, HayyHaA pedaKLya CTaTby,
MOArOTOBKA BU3yaniu3aLi NaLUUEHTOB U T. i.), @ TaK¥Ke NPEA0CTaBUTb HOOPMALII0
0 KOHONUKTE UHTEPECOB U GUHAHCPOBAHNI — HA PYCCKOM 11 AHTNIMICKOM A3bIKaX.
B pazpnene «bnarogapHocTv» MOXHO yKa3aTb Niofeid, KoTopble y4acTBOBaM B pabo-
Te HaJl CTaTbeil, HO He ABNAKTCA ee aBTOpaMi.

3. 06bem cTaTeii: opurMHanbHaa CTaTba — He Gonee 18 cTpaHuy; onuca-
HUe OTAeNbHbIX HabMoeHWi, 3aMeTKi U3 NpaKkTUKU — He 6onee 7 CTpaHuL;
0630p nutepaTypbl — He Gonee 25 CTpaHWL; KpaTKue CO0OLIEHMS M MUCbMa
B PefaKLmio — 3 CTPaHuLbI.

(TpyKTypa OpurHanbHoiA CTaTbut: BBEAEHNE, LieNb UCCe0BaHMA, MaTepuanbl
11 METO/IbI, Pe3yNbTaTbl UCCNEA0BaHUA U UX 06CYKAeHME, 3aKNtoueHNe (BbIBOAD).

K ctatbam Z0MKHO 6bITb MPUNOXKEHO pe3tome Ha PYCCKOM W aHTMMACKOM
A3bIKax, OTpaxalolLee cofepxaHne paboTbl; ANA OpUTMHANBHBIX CTaTel — CTPyK-
TypUPOBaHHOE pe3tome (BBEAEHIE, MaTephanbl I METObI, pe3ynbTaThl U T. .).
06bem pestome — 15005000 3HakoB ¢ npobenamu. KonnuectBo KoueBbIX (1108
NOMKHO COCTABAATL 0T 5 10 12.

3anpetwaetca nybnukoBatb Nobylo MHGOPMaLWI0, MO3BONAKLLYI0 MAEHTUH-
LMpoBaTh 60bHOrO (yKa3blBaTb €ro UMA, MHILMANDbI, HOMepa UCTopuii 6one3HU Ha
dotorpaduax, npu cocTaBneHN onUCaHNii KNMHUYECKUX CyuaeB), 3a UCKKYeHN-
€M Tex CNyyaes, KOrfja OHa NpeCTaBAAeT 60bLUYI0 HAYUHYIO LieHHOCTb N 60Mb-
Holi (ero poAuTeNy 1K ONeKyHbl) Aan Ha 3T0 NUCbMEHHOE COTnacie, 0 Yem cieyer
€000LLaTb B TEKCTE CTATbU.

4. MnntocTpaTuBHbII MaTepuan:

« hoTorpadun OMKHBI ObITb KOHTPACTHBIMU; PUCYHKM, TPAQUKIA U Anarpam-
Mbl — YETKMMUY;

« QoTorpauu NpefCTaBAAOTCA B OpUTUHANE WAN B NEKTPOHHOM BUAe
B popmarte TIFF, JPG, CMYK ¢ paspeLuennem He metee 300 dpi (Touek Ha Atoiim);

« BCe PUCYHKIN IOMKHbI ObITb NIPOHYMePOBaHbI 1 CHabXeHbI NOAPUCYHOUHbI-
M NOANNUCAMY Ha PYCCKOM W aHTNIACKOM (Mo BO3MOXKHOCTM) A3bIKax. Ha pucyHke
YKa3blBAKTCA «BEPX» U «HU3»; GParmMeHTbl PUCYHKa 0603HAUAIOTCA CTPOUHBIMY
bykBamu pycckoro andasuta — «a», «6» U T. . Bce cokpaeHuna n o6o3HaueHus,
I1CMONb30BAHHbIE HA PUCYHKE, AOMKHBI ObITb paclunpoBaHbl B MOAPUCYHOUHON
noAnmcu. TeKCT pUCyHKa JOMKeH ObITb NepeBeieH Ha aHMNICKII A3bIK;

« BCe Tabnuubl JOMKHbI ObITb MPOHYMEpOBaHbI, MMeTb Ha3BaHue. Bce
COKpalLeHna paclundpoBbIBaKTCA B NpUMeyannu K Tabnuue. C(nefyet nepeBecti
TEKCTOBbIE aHHble TabNULbI Ha AHTNIACKNI A3bIK;

« CCHINTKM Ha TabnuLbl M PUCYHKM NPUBOAATCA B HAZNEXaLLNX MeCTax no Tek-
CTY CTaTbU B KPYIAbIX CKoOKax (puc. 1,7abn. Tu . A.).

Unchopmanus ana astopos

5. EnuHuupl nameperuii gatotca B (Y. Bee cokpaluenna (a66pesuatypbi) B Tek-
CTe CTaTby AOMKHbI ObITb NONHOCTBIO PaciLNdpPOBaHbI NPY NEPBOM ynoTpebneHn.

Ha3BaHuA reHoB BbIAENAKTCA KYPCUBOM, Ha3BaHUA HENKOB NuLyTCA 06blu-
HbIM LIPUQTOM.

6. K cTatbe fomkeH ObiTb MPUNoOXeH CMUCOK LMTMPYeMOil nuTepatypel,
B KOTOPbIil BKIOUAIOTCA TONbKO PELLeH3UPYeMble UCTOUYHMKN (CTaTby U3 HayYHbIX
KYPHanoB 1 MoHorpadun), ynomuHaroLneca B Tekcte. HexenarenbHo BKNYaTh
B CMIMCOK NIUTepaTypbl aBTopedepaTbl, AuCcepTaLym, yuebHukm, yuebHble nocobus,
[0CTbl, maTepuansl, ony6nuKoBaHHble B Pa3NnuHbIX COOPHUKAX KOHGepeHuuil,
Cbe3[0B W T. 1., MHOOPMALMIO C CAINTOB, CTATUCTYECKINe OTYETI, CTaTb U3 Ta3eT,
6n10roB 11 pa3nuyHbIX CaiitoB. 0GOPMNAIT CMUCOK CNeytoLL M 06pa3om:

« CMINCOK CCbINIOK MPUBOANTCA B NOPAAKE UNTUPOBAHMA. Bce NCTOUHIKM OMKHBI
6ObITb NPOHYMEPOBaHbI, @ MX HyMepawua — CTPOro COOTBETCTBOBATb HyMepaLuy
B TeKcTe cTaTbit. (CbINKM Ha Heony6nnKoBaHHble paboTbl He lONYCKaloTCA;

« 18 KX A0T0 UCTOYHMKA HeobX0AMMO YKa3aTb GamMunuin i MHLMANbI BCEX
aBTOPOB;

« NIPU CCbINIKE HA CTATbU M3 XYPHANOB yKa3blBakT Takke Ha3BaHWe CTaTbl,
Ha3BaHue XypHana, ro, ToM, HOMep BbiNycka, HOMepa CTpaHuL. Bce ccbinku
Ha ypHanbHble nybnukaumn gomxHbl cogepxatb DOI (Digital Object Identifier,
YHUKanbHbIA LudpoBoii naeHTudukatop ctatbin B cucteme CrossRef) uan PMID
(kop ctaton B PubMed). MpoBeputb Hanuume DOl cTaTbl MOXHO Ha caiiTax
https://search.crossref.org unu https://www.citethisforme.com. [Ina nonyuexua
DOI HyH0 BBECTY B MOMCKOBYH CTPOKY Ha3BaHIe CTaTbil Ha aHTNIICKOM A3blKe;

« TPV CCbUIKE Ha MOHOTPadu YKa3bIBAKT Takke MOMHOE Ha3BaHNe KHUTW,
MEeCTO U3[aHNA, Ha3BaHWe U3aaTenbCTBa, Fof U3aaHus;

« PV CCHUTKE Ha JiaHHbIe, NONYyYeHHble 13 VIHTepHeTa, YKa3blBakoT 3NeKTPOHHbIIA
af\pec LUTUPYeMOro UCTOYHIKA, Hanpumep: [leTckas oHKkonorua: 75 % feTeil BbI310-
paBnvBaioT. [InekTpoHHblit pecypc]: https://www.rakpobedim.ru/forum/blog/38/
entry-19 (nata obpawenua 20.08.2018). [Pediatric oncology: 75 % of children
recover. [Electronic resource]: https://www.rakpobedim.ru/forum/blog/38/entry-19
(appeal date 20.08.2018). (In Russ.)].;

+ N0 npaBunam, yuutbialowum Tpebosanua Web of Science u Scopus,
6ubnuorpaduueckne CNUCKM BXOAAT B aHMMOA3bIYHbIA ONOK CTaTbi W, COOT-
BETCTBEHHO, JOMKHbI ObITb NepeBefieHbl Ha AHMNIACKNIT A3bIK. AHMN0A3bIYHAA
yacTb 61UbnMOrpaduueckoro oNMCaHNA CCHINKM pa3MeLLaeTca HenocpesCTBEHHO
nocne pycckoA3bIYHONM YacTu B KBajpaTHbIx ckobkax. Hanpumep: [Korman D.B.
Fundamentals of antitumor chemotherapy. M.: Prakticheskaya meditsina, 2006.
512 p. (In Russ.)] unu [Osipova A.A., Semenova E.V., Morozova E.V. et al. Efficacy
allogeneic hematopoietic stem cell transplantation with different conditioning
regimens in pediatric myelodysplastic syndrome. Rossiyskiy zhurnal detskoy
gematologii i onkologii = Russian Journal of Pediatric Hematology and Oncology.
2017;4(2):70-7. (In Russ.)].

« Bce ccinkm Ha nuTepaTypHble UCTOYHMKN B TEKCTE CTaTbl MeYaTaoTca apab-
CKUMU Lndpamm B KBaZpaTHbIX CkobKax (Hanpumep, [7]).

« Konuuecto uuTMpyemblx paboT: B OpUrMHaNbHbIX CTaTbAX He bonee 20—25
CTOYHUKOB, B 0630pax nuTepatypbl — He 6onee 60, B nekumax — He bonee 15.

7. NMpezcTaBneHne B pefaKLmio paHee ony6anKoBaHHbIX CTaTell He JONYCKaeTcs.

8. Bce cTaTby, B TOM UMcie NOATOTOBEHHbIE aCUPAHTAMI 1 COMCKATENAMM
YUEeHOIi CTeNeHIn KaHAMAATa HayK No pe3ynbratam CO6CTBEHHbIX UCCe0BaHMIA,
NPUHMMAKTCA K neyaTn becnnatHo.

(raTby, He COOTBETCTBYMLME AaHHBIM TPeOOBaHNAM, K pacCMOTpeHMIo He
NpUHMMAITCA.

Bce noctynatowme ctatby peweH3upytotca. MpucnaHHble mMatepuanbl 06par-
HO He BO3BPaLLAKTCA.

ATopbl, My6nMKyIoLMe CTaTby B XYpHanNe, COMNALIAKTCA Ha Cleylollee:

« aBTOPbI COXPAHAIT 3a 060/l aBTOPCKIE NpaBa U NPeoCTaBAAIOT XKypHany
npaBo nepeoil nybnukauuu pabotbl, KoTopas Mo McTeyeHnn 6 MecALeB nocie
nybnuKaLumm aBTOMaTuyeckn nuuen3upyetca Ha ycnosuax Creative Commons
Attribution License, KoTopas no3BonAeT ApyriAM pacnpocTpaHATb aHHYlo paboTy
C 06:3aTeNbHbIM COXpaHEHMEM CCHINIOK Ha aBTOPOB OPUTMHANBHOI PaboTbl v opu-
TUHANbHYI MY6NMKALWIo B 3TOM XypHane;

« aBTOPbI UMeIOT NpaBo pa3melLathb cBoko paboty B ceTit IHTepHeT 1o 1 Bo
BpemsA npoLiecca paccMOTPeHKA ee pefakLmedt XypHana, Tak Kak 3To MoXeT npu-
BECTIN K MPOAYKTUBHOMY 00CYKAEHMI0 11 60NblLUEMY KONMUECTBY CCHIIOK Ha AaH-
Hyto paboty (cm. The Effect of Open Access).

Penakuua ocTaBnAeT 3a co6oil NpaBo Ha pefakTUpOBaHue CTaTeli, NpeAcTas-
NeHHbIX K ny6nukauum.

ABTOpbl MOTYT MpuCbINaTb CBOW MaTepuanbl Ha SNEKTPOHHbIA afpec
info@nodgo.org c 0643aTeNbHbIM yKa3aHuem Ha3BaHUA XypHana.
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UHTYUTUBHO-NOHATHbIM rpadryeCcKni MHTEpdENC Nob3oBaTeNs

m OTKpbIBAeT JOCTYN K TpeGyemMoi MHGOpMaLMM, KoTopas oTo6paKaeTcs Ha LIBETHOM CEHCOPHOM
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m BblJBMKHAA, NETKO NOAHMMAIOLAACS M OMyCKatoLaAcs MHdY3MOoHHaA CTOMKA
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