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C 2014 ropa «Poccuitckunit XypHan AeTCKOM remMartonoruu
M OHKONIOrUKU» BKNtoYeH B HayuHylo anekTpoHHylo 6ubnuoteky
u Poccuitckuit nHgekc HayyHoro uutnuposanus (PUHL), umeer
MMNAKT-pakTop.

C 2015 ropa xypHan 3apernctpupoeaH B CrossRef, Bce cratsu

6yAyT NPOMHAEKCMPOBAHbI € MOMOLUbIO LMPOBOro MAEHTUPH-
katopa DOI.

C 2015 ropa anekTpoHHas Bepcus XypHana npepacTasneHa
B BEQYLMX POCCMMUCKMX U MUPOBBIX 3N1IEKTPOHHbIX BMbnunoTekax,

B ToM yncne EBSCO.

C 2017 ropa xypHan ekniodeH B [lepeuyeHb Bepywmx
peLeH3MpyeMbIX HaY4HbIX XXYPHANOB, B KOTOPbIX NyBnukytoTes
OCHOBHble HOY4YHble Pe3ynbTdThl AUCCEPTALMI HO COMCKAHME
Y4eHOM CTeneHU JOKTOPA M KAHAMAATA HAYK.
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Kpatkas VHCTPYKUMA 110 MELUUMHCKOMY NPUMEHEHWIO JIekapCTaeHHOro npenapara FEMJIVBPA. Toprosoe HanmeHoBa-
Hue: lemnnbpa. MexayHapogHoe HenaT Hoe : amuum3ymab. JlekapcteenHas popma: pacTsop Ans
NOAKOXHOrO BBeeHus. [okasaHus K NpuMeHeHuto: remopunns A (HaCJ’!e,E\CTEeHHhM neduunt dakropa V) ¢ uHrnburo-
pamu dakTopa VIl B KayecTBe pyTUHHOM NPOGUNAKTVKMA ANS NPEAOTBPALLEHNN MW CHUXEHMS 4ACTOThl KPOBOTEYEHUM.
MpoTuBoONOKa3aHUs: MMNepPUYBCTBUTENLHOCTb K 3MULIM3yMaby v k Niobomy BCoMOoraTeibHOMy BeLECTBy B aHamHese, be-
PEMEHHOCTb 1 MEPUOJ MPYAHOTO BckapMnBaHus (3hdekTBHOCTb 1 6e30MacHOCTL NPUMEHEHMS He n3yyanincs). C ocTopox-
HOCTbO: HapyLerre GyHKLM NoYek 1 neveHm Taxenol creneHy. Cnocob npuMeHeHUs 1 Ao3bl: TePanuio CleyeT HaulHaTL
nop, HabslloAeHeM BPaya, MMEIOLLIErO OMbIT B SIEYEHUM reMOUINM U/UNn HapyweHnil CBepTbIBaEMOCTM KpoBy. Jleverme
npenapaTamu ¢ WyHTVPYIOWNM MexaHu3MoM aeiicteus (bypassing agents) cneflyeT npekpatuTe 3a fieHb 40 Hayana Tepa-
nuu npenapatom lemnnbpa. Pekomerayemasn [o3a cocTaBnseT 3 Mr/Kr OouH pa3 B Hefleslio B TeYeHUe NepBbix 4-x Hefens,
3aTem 1.5 Mr/kr oguH pas B Hepesio unu 3 MI/kr OfuH pas B ABE HeAeN, UK 6 MI/KM OAWH Pa3 B YeThIPE HEAEeNN, NOAKOX-
Ho. MoBouHoe peictaue. Mpodusb 6e30NacHOCTI OLEHEH NCXOAS 13 OObEANHEHHBIX AAHHbIX KINHIYECKUX NCCNeA0BAHMI
npodunakTuku npenapatom femnubpa y 83pocnsix (218 net), nogpoctkos (o1 212 net - go <18 net), getein (ot 22 net - Ao
<12 net) v MnageHues (o1 =1 Mecsua A0 <2 NeT) MyXcKoro nona ¢ remopunuen A. [lns onucaHns 4acToTbl HEXeNaTeNbHbIX
peakuuit ncnosnbayetcs cneayollas knaccudukauns: odeHs Yacto (210%), vacto (1% v <10%), Hevacto (20.1% n <1%).
VHpeKumoHHbIe 1 napasuTapHble 3a60IEBaHIs: HEYACTO - TPOMBO3 KaBEPHO3HOMO CUHYCa. HapyLeHHsi CO CTOPOHbI KPOBY 1
MMATIYECKONT CUCTEMbI: HEYACTO - TPOMBOTIYECKasR MAKPOAHTMONATIS. HapyLLIeHNs CO CTOPOHbI HEPBHOV CHCTEMBI: O4EHb.
4acTo - ronosHas 6osb. Hapyuenns co CTOPOHbI COCYA0B: HEYACTO - TPOMBOGNEBUT NOBEPXHOCTHbIX BEH. HapyeHus co
CTOPOHbI XeJTyAOHHO-KNLWEYHOTO TPAKTa: YacTo - AMapes. HapyLueHns co CTOPOHbI KOXM 1 MOAKOXHbIX TKaHEH: HeYacTo - He-
KPO3 KOXW. HapyLueHisi co CTOPOHbI CKeNEeTHO-MBILIEYHON 1 COBANHUTENbHOV TKaHU: O4EHb HaCTO - apTPaNTs; YacTo - M-
anrus. OBLyme paccTPOICTBa 1 HapPyLLIEHNS B MECTe BBEAEHVS: O4EHb YaCTO - PeakLNM B MecTe BBEHMS; YacTo - NMpeKcus
B knmHmyeckux nccnefoBaHmsix odeHs HacTo (21%) Habniofanics peakunm B MecTe BBefIeHIs, KOTopbIe Bl HecepbesHbIMM
Nerkoit v cpefiHel cTeneHu TaxecTn, u B 95% cnydaes paspewmvcs Ges nevenus. Yacto coobuaemsimu cumntomamu Geuiv
sputema B mMecTe BeeaeHus (11%), 3y 8 mecte seefenus (3%) u 6onb B MecTe BeeaeHus (4%). Hanbonee cepbestbimu
HEXeNaTeNbHbIMU PeaKLMsIMU, KOTOPbIE HABIIOAANC B KNMHAYECKIX MCCNeoBaHusx npenapata femnnbpa, Geuin Tpom-
Gotnueckas mukpoaruonatus (TMA) v TpomBoTyecKue SBNEHNS, B TOM Yicie TPOMBO3 KaBEPHO3HOIO CiHYyCa 1 TPOMBO-
$nebUT NOBEPXHOCTHBIX BEH C OAHOBPEMEHHBIM HEKPO30oM koxi. Ocobble ykasaHus. TpoMBOTUYeCKas MUKPOaHrMonarws,
CBSI3aHHas C npuMeHeHnem npenapata [emanbpa 1 akTMBMPOBAHHOTO KOHLeHTPaTa npoTpombuHosoro kommnekca (aKrK).
B kMHMYeckoM uccieoBaHni coobuianock o seneruax TMA y naymeHTos, nonyyasLunx npogunakTvky npenapatom lem-
nubpa, npw BBeaeHUM cpeaHen kKymynsTusHon nosbl aklMK >100 Ea/kr/24 4 8 Tederne =24 4. 3a naupeHTamu, oaHOBPE-
MEHHO MofyyaloLmMmy NpodunakTuky npenapatom lemnnbpa u aKrK, cneayet Habniopate Ha npeamet passutus TMA.
Jlevawmii Bpay LOMXeH HemeaneHHo otMeHnTs aKMK u npepeate Tepanuio npenapatom emnnbpa NPy BO3HNKHOBEHUN
K/MHUYECKMX CUMITOMOB 1/Wiv 1labopaTopHbIX nokasaTesnel, cootseTcTaytowwx TMA, n npoBecTy ieyerme B COOTBETCTBAN
C KMHUYeckuMI nokasarusamu. Mocne nosiHoro paspeteris TMA nevaluumit Bpay v NauMeHT/ILo, OCYLLECTBSIOIEE YXOL,
32 NaLNEHTOM, JOMKHbI OLEHNTb COOTHOLIEHME MOJb3bl U PYUCKA BO30GHOBNEHMS NPodUNakTiky Npenapatom lemnubpa Ha
VIHAVBMAYANEHOM OCHOBE. B cnyyae ecn naunenTy, nonyyaioliemy npodunaktiky npenapatom lemnnbpa, nokasax npena-
PaT LWYHTUPYIOLLEro IGNCTBIS, CM. HUXE PEKOMEHAALMM NO A03MPOBaHMIO NPenapaTos LWYHTVPYIOLLEro AeicTans (noapas-

1. IHCTpyKums No MeAnLMHCKOMY NPUMEHEHWIo NekapcTBeHHoro npenapata FEMJIMEPA, PY JTM-005110-151018.

P EHD

YBEPEHHOCTb KAXXAbIN OEHb

nen «PekoMeHAaLmMv Mo NPUMEHEHMIO NPENapaTos WYHTUPYIOWEro AENCTBUS Y NAaLMEHTOB, NONYHAKWNX NPOGUNAKTIKY
npenapatom lemnubpan). Tpomboambonus, ceszaHHas ¢ npumeHerriem npenapara lemanbpa n akTBUPOBaHHOIO KOHLEH-
Tpara nporpombuHosoro kommnexca (aKlMK). B knnHuieckom uccnegosanumn coobLianocs o cysasx passutiis TpomMboTn-
HeCKknX SIBNIEHWI Y NALWEHTOB, NONYYaBLUMX NPOGUNAKTVKY npenapatom emanbpa, Npy BBeAEHUM CPEAHEN KyMYNATUBHOM
no3el aKMK >100 Ep/kr/24 4 8 Teverne 224 4. Hu B oaHOM 13 Cry4aes He noTpeboBanock NPOBEAEHNs aHTUKOAryNSHTHON
Tepanuu, YT He XapakTepHO A5 OBLIHOI TaKTIKN NeYeHIs TPOMBOTUYECKNX ABNEHNI. [Tp13HaKM yyuLIEHUS COCTOSHMA
NauneHToB N paspelueHns sneHnii Habnopanncs nocne otmensl akKlMK. 3a nauvenTamn, OQHOBPEMEHHO NoNyyatoWn-
MU npodunakTky npenapatom lemnnbpa v aKlK, cneayet HabniogaTs Ha NpeameT passuTus TpomBoamGonuu. Jlevatmit
Bpay fosxeH HemeaseHHo otmenuTs aklMK 1 npepsats Tepanuio npenapatom femnnbpa NPy BOHUKHOBEHNN KITMHUYECKUX
CUMMTOMOB, NOMYYEHUN AaHHBIX BU3YaNU3NPYIOLLMX UCCIEA0BaHMIA /U NaBopaTOPHbIX NOKa3aTesei, COOTBETCTBYIOLMX
TPOMBOTUYECKUM SIBNIEHNSIM, 1 POBECTU NIEYEHNE B COOTBETCTBUM C KINHMYECKUMI NokasaHusmu. [locne nonHoro paspe-
WeHUs TPOMBOTUYECKOrO SBIEHNS NIeYalLuit BPay 1 NaUMEHT/ILO, OCYLIECTBASIOLIEE YXOf, 33 NAaLNEHTOM, JOJXHsI OLe-
HITb COOTHOLLIEHIE NOJb3bl 1 PUCKa BO30GHOBNEHWS NpodunakTuki npenapatom lemnnbpa Ha MHANBIAYaNbHOM OCHOBE.
B cnyvae eciu nauveHTy, nonydaioemy npodunaktiky npenaparom lemnnbpa, nokasaH npenapar WyHTUPYOLWEro Aei-
CTBUS, CM. NPUBEAIEHHbIE HIXE PEKOMEHAAUMM MO A03MPOBaHMIO NPENapaTos WYyHTAPYIOWLEro AenCTBus. PekomeHaaumm
110 MPUMEHEHUIO MPENapaToB LYHTUPYIOLIEro AEHCTBIS y MaLMEHTOB, MONyYaloLLMX MPOGUAAKTIKY npenapatom [emanbpa.
Jleyervie npenapaTamu WyHTMPYIOLIETO AEACTBIUS CriefyeT OTMEHMUTD 33 fIeHb A0 Hadasa Tepanun npenapatom femambpa.
Jlevawme Bpaun AOMKHbI 0BCYXaaTh TOYHbIE A03bl U rPadyK BBEAEHNSA NPENapaToB WYHTMPYIOLLErO AECTBIAS CO BCEMM
naupreHTamn U/ Nuamu, OCyLIeCTBSIOWMMM YXOZ, 38 NauMeHTaMu, €CIv 1X NpuMeHeHne TpebyeTcs 8o Bpems npodu-
nakTikn npenapatom lemnnbpa. Mpenapat lfemnnbpa nosbiwaeT cNocObHOCTs KPOBM K CBepThiBaHMo. CnefoBaTesnsHo,
HeobxoauMas [03a npenapata WyHTMPYIOLLEro AeNCTBUS MOXET BbiTb HIXE TaKOBOM, MCMOMb3yEMOil Mpu OTCYTCTBUM NPO-
unakTvikn npenapatom femanbpa. JnuTensHOCTs NeveHns npenapatami WyHTUPYIOWEro AefCTBUS U UX [O3MPOBaHNe
OyayT 3aBUCETb OT JIOKANM3aLUMKU 11 OBGbEMa KPOBOTEUEHUS, @ TaKXKE OT KIMHUYECKOrO COCTOSHUS naumeHTa. Mpumenenus
aKrIK cnegyet usberarts, 3a UckIOYEHVEM CyHaEB, KOTAA APYIMe BAPUAHTI NIEYEHIIs/aNbTepHATUBHbIE CPEACTBA HElOCTYN-
Hbl. Eciv naunenTy, nonysatowemy npodunaktuky npenapartom femnnbpa, nokasaqo npumerenue akrK, HavansHas nosa
aKMK e ponxHa npeseiwats 50 Ea/kr. Ecin kpoBoTeyeHe He yaaeTcs OCTaHOBITL C NOMOLLbIO HauansHom 4o3sl aKIMK go
50 En/xr, cnepyet Beecti fononnutensHsie Aossl aklMK nop pykoBoacteom nnu HabniogeHnem MenumMHCKoro paboTHuka,
a obuas nosa aKlK He gomkra npessiwats 100 Eg/kr 3a nepsble 24 yaca neverus. [py paccmoTpernm Bonpoca o Npoaon-
xenun tepanin aKMK nocne sBeferms makecumansHoi Ao3sl 100 Ea/kr B Tedermne nepsbix 24 4acos nevatlyyie Bpayu JOMKHbI
TUWaTENIbHO COMOCTaBUTL PUCK Pa3snTus TMA 1 TpOMBO3IMGONIMM 1 PUCK KPOBOTEYEHMS. B KNMHNYECKIX MCCNEA0BaHNSAX
He Habnoganocs cnyyaes TMA unn TpOMOOTUYECKNX SBNIEHUIA MPU UCMONL3OBAHNM TOJBKO aKTUBMPOBAHHOTO pekoMbi-
HaHTHOrO Yenoseyveckoro daktopa VIl (rFVila) y nauverTos, nonyyasimx npod)vmakmky npenapatom lemnnbpa. Cnegyet
cobnionaTs AarHsle ykasakys No A03MPOBaHMIo Npenapata WyHTMPYIOLLEro ASHCTBUA Kak MUHVMYM B Teuerne 6 mecales
nocne npekpatuexs Npodunaktiki npenapatom lemnubpa. MpeTeHsun notp b B
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Poccuiickuii xypHan JETCKOW TEMATOJIOTUY u OHKOJIOTUU

A.m.n., npogeccop I'A. Hosuukosa

0 pa3Bumuu cny:x0bl gemckol
OHKONOruu u remamonoruu B Poccuu

3a moceIHIe MECSIIBI IIPON30IIIIN BaXKHBIC MU3MECHEHUS B CTPYKTYPE CITYKOBI TETCKOM
OHKOJIOTUM U TeMatosorun B Poccnu. B ampesie 2019 1. reHepanbHbIM mupekTopoM HMUIL]
JAT'OU nm. Imutpust PoradeBa Obl1a yTBepXKIeHa I.M.H., Tipodeccop lanmmHa AHaToabeBHA
HoBuukoBa, 4TO MO3BOJIMIIO NPOAOIKATH IMHUIO PA3BUTHUS JETCKO OHKOJIOTUM U TEMAaTO-
sioruu B Poccum.

Taxke oco00oe BHUMaHNE HEOOXOAUMO YACINTh (OPMUPOBAHUIO €AMHOM TTpodeccro-
HaJbHOU opraHu3auuu — Poccuiickoro anbsiHca 1€TCKUMX TeMaToJIOTOB M OHKOJIOTOB, KOTO-
PBIif 00BbEeAMHIUI B ce0¢ OITBIT 2 opraHm3anuii — HarmmmoHanpHOTo 00IIecTBa JeTCKIX TeMa-
TOJIOTOB M OHKOJIOroB 1 Poccuiickoro o01iiecTBa A6 TCKUX OHKOJIOTOB.

Ocob0e MeCTO B JaHHOM IIPOIIecCe 3aHUMAeT XKypHall Halero coobmectsa — P2K/1110.
DTOT HOMEp CcTajl HauboJiee IMPeACTaBUTEIBHBIM B paMKaX BKITIOUCHUSI aBTOPOB M3 pa3Ind-
HBIX LIEHTPOB 1 oTaesieHuit Poccun.

C yBepeHHOCTBIO CMOTPSI B OyayIee, HaaeeMcsl Ha Ballly MOIIEePKKY B (POPMUPOBAHUN
eIMHOTO PO eCCHOHATFHOTO COOOIIEeCTBA B IETCKOI OHKOJIOTMU-TeMaTOIOT M.

Pedaxuus PK/[1u0O

2019 11N
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Axapemury PAH Bnagumupy leopruesuyy lMonaxosy - 70 nem

14 centsiopst 2019 . B.I. [MomskoBy uctomxmiock 70 iet. Bmamuvup [eoprreBid m3BecTeH KaK BUIHBIN YICHBIN B 00-
JIACTH IETCKOI OHKOJI0TMH. OCHOBHBIM HaIIpaBICHUEM €T0 HAyIHOU 1 TIPAKTUICCKOM MIEATETbHOCTH CTAJIO M3YUCHUE TPYI-
HEWIIIETO pa3ieia OHKOJIOTHUH, TIOCBSIIEHHOTO 3I0Ka9eCTBEHHBIM HOBOOOPA30BAHMSIM T'OJIOBHI U IIIEH Y ACTCH 1 TTOMPOCTKOB.

B 1973 1. oH OKOHYMII TTIeAuaTpuIeCcKmit pakymsTeT 2-T0 MOCKOBCKOTO opaeHa JIeHHa TocyIapCcTBEHHOTO MEIM -
mrHCcKoro nHetutyTa uM. H. . TTuporosa u ¢ 1975 . BcsT ero mociieayroIast K3Hb ObLIa Hepa3phIBHO CBSI3aHA C IETCKOM

onkosorueii. C suBaps 1976 . B.I. [1oasikoB paboTaeT B OTAEIECHUH AETCKO OHKOJOTUU
Bcecoro3HOro 0HKOIOTHYECKOTO HayqIHOTo HeHTpa AKagemMun MeaummHckux Hayk CCCP.
B 1980 r. mM Oblia 3anMieHa KaHAWAaTCKas Juccepramnus, a B 1992 . — auccepranns Ha
COMCKaHWEe YYEHOU CTeneHu JOKTOpa MEAULIMHCKUX HayK («KiimHUYecKue actekThl U Jie-
KapCTBEHHOE JICUCHNE CapKOM MSITKHX TKaHEe# TOJIOBHI U IIeH y AeTei»). B peBpane 1997 .
B.T. ITonsgkoBy NpucBoeHO yuyeHOe 3BaHue Ipodeccopa.
C 1994 1. oH aBisieTcs PYKOBOIUTEIEM OTAEJICHNUS OIyXO0Jeit TOJOBH 1 men OHKOJIO-
ruueckoro ueHtpa uMm. H.H. bioxuna.
Baxuoe mecto B pesrenbHocTH B.T. TTosiKoBa 3aHMMAarOT MHUIIMATHABEI, CBSI3aHHBIC C pa3-
PabOTKOIT OPraHOCOXPAHSIONINX METOIOB JICUCHIS OITyXOJIeH I71a3a M OPOMTHI, paKa ITUTOBUIHOMN
JXeJIe3bl, OITyX0JIeii TICYeHH 1 IToUYeK. B oTaeneHm pa3padaThIBarOTCSI HOBBIC MCTOIUKH JICICHUS
PETMHOOJIACTOMBI M CAapKOM MSITKHMX TKaHei. B MpaKTHuKy nedeHNs peTHHOOIaCTOMBI BHEIPECHBI
BHyTpHapTepraNbHasI CYIepCeIeKTUBHAS XUMUOTEPAIIH, a TAKKe MHTPABUTPEATbEHOE BBEICHIE
XUMHUOIIPETIapaToOB, MO3BOJISIONINE TOCTUTHYTh 90 % BBI3TOPOBICHUI MPU OTJIMYHOM KOCMETH-
Axadenur PAH B.I [loasxos  yeckom 1 (QYHKIMOHATBLHOM 3(QdeKTe. BHeIpsoTcd KOMOMHIPOBaHHBIE METOBI C BKIIOYEHNEM
PaCIIMPEHHBIX XUPYPIUICCKIX BMEIIATEIBCTB IIPH OIIYXOJISIX OCHOBAHMSI Yeperia M TOJIOBHOTO
Mo3ra. bosbioe BHUMaHMe yaesieTcest 00JbHBIM ¢ IUCCEMIHINPOBAHHBIMI (hopMaMu 3a0oneBaHmiA. CoO3MaHHbIC U YCOBEPIIICH-
CTBOBaHHBIC COBPEMEHHBIC TIPOTOKOJIBI JICUCHUS ICTEH ¢ COMMIHBIMU 3JI0KAYeCTBEHHBIMU OIYXOJISIMH TTO3BOJIVIIN TIOBBICUTh
YPOBEHD BHIKMBAEMOCTHU OOJIbHBIX IIPU Pa3IMYHOM OIIyX0JI€BOIi ITaToIorkuy He MeHee yeM Ha 20—30 %.

C 2001 . Bmamumup TeoprueBmda [TonsskoB 3aHMMAJT TODKHOCTH 3aMECTHUTENISI OTUPEKTOpa 10 HAaydHOI paboTe
HayuHo-ncciemoBaTeIbcKOro MHCTUTYTA IeTCKOM OHKOJOTUH 1 TeMaToJIOrMi POCCHIICKOTro OHKOJIOTMIECKOTO Hayd-
Horo neHtpa uM. H.H. broxnHa (HeiHe — HalmoHaabHBIN MEIUIIMHCKUNA MCCIICAOBATCIILCKUN IIEHTP OHKOJIOTUU
vMm. H.H. Brioxuna (HMMUWL] onkonorum um. H.H. Bioxuna)), ¢ 2019 1. — coBetHuk nupekropa HUW nerckoit onkomornmu
n rematosiorun HMUII onkonornu uMm. H.H. brnoxuna. C 2011 . — akanemuk PAMH, ¢ 2014 1. — akagemuk PAH.

C 2005 . Brammvmp [eoprueBrd Bo3maBisieT Kadeapy IeTCKO OHKOJIOTMH PoccriicKoit MeTMITMHCKOM aKageMIH ITocIe-
JIMTUTOMHOTO 00pa3oBaHwsI (HbIHe — Poccuiickast MeIMIIMHCKast aKageMIsT HeIPEPBIBHOTO ITPOMecCHOHATLHOTO 00Pa30BaHIs).

B.T. ITosstkoB aBTop 682 reyatHbIX padoT, 5 KOJUIEKTUBHBIX MOHOTpaduii, 11 MeTonnuecknx peKoMeHIaluii U Bpayeo-
HBIX Tocoowmii. [1pyr KOHCYIBTAIIN 1 IO €T0 PYKOBOICTBOM BBHITIOJTHEHBI 1 3aIIMIICHBI 4 TOKTOPCKHE 1 22 KAHIUIATCKIEC
nmuccepranmi. B paborax B.I. ITossikoBa 1 ero Y4eHHMKOB OTPaskKeHBI CIIOKHEUIINE 1T AMATHOCTUKY 1 JICUCHUST aKTyaTbHBIC
BOIIPOCHI ACTCKOM OHKOorni. OOOCHOBAHBI pa3IMUHBIC aCITEKTHI XUPYPTMUECKUX BMEIIIATEILCTB IIPH TeTaTo0IacTOMe
C TIPOBEICHUEM MIPEIOTICPAIIMOHHON XMMUOTEPAIINHU Y ACTEH TPyTHOTO BO3pacTa, YTO 3HAUYUTEILHO TTOBBICHIIO BO3MOXK-
HOCTH IIPOBEICHUS paguKaIbHBIX XUPYPIrUICCKIX BMEIIIATEIbCTB Y OOIBHBIX, paHEe CUNTABIINXCS MHKYPAaOCTbHBIMM.

Bragumup [eopruesnd [1oJ9K0B BBIMOTHSET OOJIBLIYIO OOLIECTBEHHYIO padoTy. Jloaroe Bpemst OH ObUT TJIaBHBIM AET-
CKMM OHKOJIOTOM MmHMCTEepCTBa 3npaBooxpaHeHns Poccuiickoit @enepamnuu. OH sBisieTcs wieHoM OO0IecTBa OHKOJIO-
roB MOCKBBI, TIpe3uneHToOM «Poccriickoro ob1iecTBa JEeTCKMX OHKOJIOTOB», WICHOM OOBCAMHEHHOTO YUYEHOTO COBETA
HMMII onkonoruu um. H.H. binoxuHa, 4ieHoM noKTOpcKoro coBeta LleHTpa, 3aMecTuTesieM mpeaceaaTesiss ydeHOro
coBeta HM M merckoit OHKOIOTUM 1 TeMaTOJIOTUN, WICHOM YUEeHOTO coBeTa HallmoHaIbHOTO MEIUIIMHCKOTO MCCIeI0BA-
TETBCKOTO IIeHTpa 3M0poBbs Aetei 1 PMAHIIO, uwienoM ncronkoma Corosa nemratpoB Poccrm, wieHoM MeskmyHapo-
HOI1 accoLualuu AeTcKux oHKooroB (SIOP), uieHoM paBiaeHus «Accolanuy neauarpoB Poccumy, 4ieHOM IpaBieHMs
«Accormanny IUPEKTOPOB IIEHTPOB M MHCTUTYTOB OHKOJIOrMU 1 peHTreHonornu crpaH CHIT u Espaszum» (¢ 2013 1.).
Bramumup [eoprueBua — TIaBHBIN pemakTop XKypHaia «OHKOIeANATpUs», WICH PEIKOJUICTUN XXKypHAoB: «BecTHHUK
onkonornu POHL», «®apmakoTepanus B IIeauaTpum», «JleTckast Xupyprust», « [mpeounosorus», «[lommepxuBaromias
Teparms B OHKOJIOTHI», «OITyXOJIH TOJIOBHI 1 1ien», « Bectamk POHLIL mvm. H.H. Broxuxa», “Journal of Clinical Oncology”.

Jo6poxenaTeTbHOS OTHOIICHNE K KOJIIeTaM, OOJIBHBIM 1 CTYICHTAM B COYCTAHUM C BEICOYANIIIMIM aBTOPUTETOM,
TOTOBHOCTBIO B JIFOOYI0 MUHYTY IIPUATH Ha TIOMOIIB W BEICOKOI TpeOOBATEILHOCTHIO K ce0¢ M YeHaM KOJUICKTHBA,
TOBOPSIT O HEM KaK O He3aypsiTHOM JTTIHOCTH.

Hayunas n npaktndeckast padota B.I. ITonsakoBa otMedeHa 3HaUKOM «OTIIMIHHUKY 3IPaBOOXPAHCHUST» , TPAMOTOM
MunmnctepctBa 3npaBooxpaHeHust CCCP, memanpio «850-1etTrie MocKBbI», Memanbio K OpaeHy «3a 3aciyTd Tepen
OreuecTBOM» 11 cTemeHN, Takzke OH SIBJIICTCS JlaypeaToM ITPpeMUH POCCHIICKOTO OHKOJIOTMIECKOTO HAyYHOTO IICHTpa
nMm. H.H. Broxunxa 3a 2003 u 2005 .

B nmeHb 1001I1esT MBI CEpICTHO TTO3APABIISIEM €TO 1 JKeJTaeM KPETIKOTO 3I0POBbsI, TBOPUCCKIX CUIT M SHEPTUH, TETIa M CIACTHSI.
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Passumue emcKoil OHKonoruu-remamonoruu
B Poccuiickoil deaepayuu: onbim coBMEecMmHol paéombl
HauuonanbHoro obuiecmsa AeMCKUX remamonoroB U OHKO/NOroB
u HayuoHanbHoOro MeUUUHCKOro uccnefoBamenbCcKoro ueHmpa*

K.N. Kupruszos!, C.A. Koran?, SI.A. Epnomaesa?, I M. Mydraxosa!, T.I. Illnaxtuna?, /I.B. Bupmokosa’,
I.. Cepux!, I A. Hosuukosa?, C.P. Bapdoaomeepa', A.T. Pymsinues' 2
'POO Hayuonanvhoe obuecmeo demckux eemamono2oe u onkon0208; Poccus, 107143, Mockea, ya. Taeunvckas, 4, cmp. 5,
nomeuwy. XXVI, komn. 16; *OI'BY «Hayuonanrshoiii MeOuyuHcKuil uccaedo8amenvCKuil yeHmp 0emcKoil 2eMamono2ull,
OHKO002UU U UMMYHOA02UuU uM. JImumpus Poeauesa» Mun3zdpasa Poccuu; Poccus, 117997, Mockea, ya. Camopor Mawena, 1

Konmaxmnote dannvee: Kupunn Heopesuu Kupeusos kkirgizovru@gmail.com

OcHOB0II NOCMPOEHUsl 6ePMUKANbHO-UHME2PUPOSAHHOU cUCmeMbl ynpaesaerus é cgepe 30pasooxpanenus 6 Poccuiickoii Pedepayuu cma-
HOBUMCSI MOOenb QYHKYUOHUPOBAHUSL HAYUOHANbHBIX UeHMP0o8. OOHUM U3 KAIOHEe8bIX KOMNOHEHMO8 6 00CMUICEHUU YCNeXa A6A5emcs 63d-
umoodeiicmeue HayUOHANbHO20 UEHMPA C 6eOYUUM HAUUOHANLHBIM 00UeCmEoM.

Lleavio cmamou s615emes npedcmaenenue onvima coemecmuoil pabomot Hayuonanvhoeo obujecmea 0emcKux 2eMmamonoe08 u OHKO-
sn0e06 (HOIIO) ¢ Hayuonanbbim mMeOUUUHCKUM UCCA008AMENbCKUM YEHMPOM O0emCKOl eeMamonoeul, OHKOAOUU U UMMYHOA0UU
um. JImumpus Poeauesa (HMUI] ITOH um. Imumpus Poeauesa) 6 obaacmu pazeumus 0emckoil OHKoA02UU-eemamonoeuu 6 Poccuiickoii
Dedepavuu. B uensx pearuzayuu nocmasneHnoi 3a0a4u no NOCMPOCHUIO CUCMEMbL OP2AHU3AUUU MEOUUUHCKOU NOMOWU demsam @ dem-
CKOUl OHKOA02UU-2eMamOoA02UU OblAa Peatu306ana KOMIAEKCHAS NPOSPAMMA PA3BUMUSL, KOMOPAsl 6KAIOMAAA cO0p OaHHbIX O CPYKMYpe
cayac6bl ROCPeOCcmeoM aHKemupoBanus @ pecUuoHax, NoayHeHue SKCHepmHo20 MHeHUs U nocaedyioujee co30anue nacnopma cayscool ¢ uc-
noav3oeanuem suzyarusayuu oannsix. Kpome moeo, ompasicen onvim co30anus nPOGeccuoHanbHbix cmaHoapmos u KOHUenyus eouHozo
nooxooa é obaacmu no02omosKu Kadpog no cneyuanrbHocmsam «Jemckas onkonoeus» u «lemamonoeus» ¢ UCn0Ab308AHUEM MEXHOA0UU
HenpepuleHo2o MeduyUHCcKo2o 06pazosanus. Pezyromamom pabomor cmano gpopmuposanue eOuno2o naaHa 0peaHu3ayuu cayicovl 0emckoi
oHKO0A02UU-2emamonoeuu, pazpabomarnnoeo HOJIO coemecmno c HMHUL] JITOH um. Imumpus Poeauesa npu noddepicke Hayuonanvroii
MeOuyuHcKoi nasamol u nod pykoeodcmeom Mumnzdpasa Poccuu.

Karouesnie caosa: demu, cayxucoa demckoii onkonoeuu-eemamonoeuu, cmpanvt CHI, npogeccuonansvnuiii cmandapm, kaunuueckue peko-
MeHoauuu, ungoepagpuira, kapmoepaguposanue, cybsexmot Poccuiickoii Pedepavuu

Jas yumuposanus: Kupeuzoe K.U., Koean C.A., Epoomaesa A.A., Mygpmaxosa I'M., lllnraxmuna T.I., buparwokosa /. B., Cepux I 1.,
Hosuuxosa I'.A., Bapgponomeesa C.P., Pymanues A.I. Pazgumue demcioil onkonoeuu-eemamonoeuu 6 Poccutickoii Dedepayuu: onvim co-
emecmuoil pabomol Hayuonanvho2o 06uecmea 0emceKux 2emamonozos u ohk010206 u Hayuonansnoeo meduyuncko2o uccaedosamensckozo
yenmpa. Poccutickuii scypran demckoii eemamonoeuu u onkonoeuu 2019;6(3):12—25.

The development of pediatric oncology-hematology in the Russian Federation: the experience of collaboration between
the National Society of Pediatric Hematologists and Oncologists and the National Medical Research Center*

K.I Kirgizov', S.A. Kogan?, Ya.A. Erdomaeva’, G.M. Muftakhova’, T.G. Shlyakhtina®, D.V. Birlyukova’,
G.1. Serik!, G.A. Novichkova?, S.R. Varfolomeeva’, A.G. Rumyantsev’ ?

! National Society of Pediatric Hematologists and Oncologists; room 16, room XXVI, Bldg. 5, 4 Tagilskaya St., Moscow, 107143, Russia;
2Dmitry Rogachev National Medical Research Center of Pediatric Hematology, Oncology and Immunology, Ministry of Health of Russia;
1 Samory Mashela St., Moscow, 117997, Russia

The basis for constructing a vertically integrated management system in the healthcare sector in the Russian Federation is the model
of functioning of national centers. One of the key components in achieving success is the interaction of the national center with a leading
national society.

The aim of the article is to present the experience of joint work of the National Society of Pediatric Hematologists and Oncologists (NSPHO)
with the Dmitry Rogachev National Medical Research Center of Pediatric Hematology, Oncology and Immunology in the field of development
of pediatric oncology-hematology in the Russian Federation. In order to accomplish the task of building a system for organizing medical care
for children in pediatric oncology-hematology, a comprehensive development program was implemented, which included collecting data on
the structure of the service through questionnaires in the regions, obtaining expert opinion and the subsequent creation of a service passport
using data visualization. In addition, the experience of creating professional standards and the concept of a unified approach in the field
of training in the specialties “Pediatric Oncology” and “Hematology” using the technology of continuing medical education are reflected.

* [To mamepuanam dokaada Ha Bcemuprom npomueopakosom konepecce — 2018.
* According to the materials of the report by the World Cancer Congress — 2018.
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The result of the work was the formation of a single plan for the organization of the service of pediatric oncology-hematology, developed by the
NSPHO in conjunction with the Dmitry Rogachev National Medical Research Center of Pediatric Hematology, Oncology and Immunology
with the support of the National Medical House and under the leadership of the Ministry of Health of Russia.

Key words: children, pediatric oncology-hematology service, CIS countries, professional standard, clinical guidelines, infographics, mapping,
subjects of the Russian Federation

For citation: Kirgizov K.I., Kogan S.A., Erdomaeva Ya.A., Muftakhova G.M., Shlyakhtina T.G., Birlyukova D.V., Serik G.I.,
Novichkova G.A., Varfolomeeva S.R., Rumyantsev A.G. The development of pediatric oncology-hematology in the Russian Federation:
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AKTyaJIbHOCTh

B pamkax pa3BUTHSI CHUCTEMbI 3IpPaBOOXPaHEHUS
Poccuiickoit @enepaunu (P®) BHeapsloTcsl MHHOBA-
LIMOHHBIE MOIXOAbI, KOTOPhIE BKJIIOYAIOT COBPEMEHHbBIC
TEXHOJIOTMM B OpraHU3allMyd KOHCYJIbTaTUBHON MOMOIIU
MmalyeHTaM U TIOATOTOBKE KaapoB («IU(pOBU3ALIUSI»
3apaBooxpaHeHus) [1, 2], yKpynmHeHue MeIULIMHCKUX
CIIeLMATIbHOCTEM, B3aMMOJCUCTBUAE BEAYLIMX MEIMUIIVH-
CKMX MCCJIeI0BATEIbLCKUX LIEHTPOB B paMKax COBMECTHBIX
MPOEKTOB ¢ MPOhEeCCUOHATBHBIMU MEAULIMHCKUMU CO00-
mecTBamu [3, 4].

Pa3BuTre MemMIIMHCKON MOMOILM IETCKOMY Hacese-
HUIO I10 MPOMWITIO «IeTCKasi OHKOJOTHSI Y TeMaTOJIOTUsT»
BelIeTCs B paMKaX COBMECTHOU nesteabHocTu Harumo-
HaJIbHOIO 00IlleCTBa JETCKMX IeMaTOJIOTOB U OHKOJIOTOB
(HOATI'O), HammoHanbHOrO MEIMLIMHCKOIO WCCIEI0-
BaTeJbCKOIO 1IEHTpa JETCKOW reMaToJIOTMU, OHKOJIOTUU
1 UMMYHoJsioruu uM. JImutpus Porauesa (HM UL ITOUN
nM. Jmurpusa Poradesa) m psima apyrux erepajbHbIX
MeauiuHcKux opraHuzauuii (MO): HMUWUI onkonoruu
nMm. H.H. bnoxuna, HUW nerckoil oHKoOJIOTUM, reMa-
TOJOTMU U TpaHcIlaHtonorun um. P.M. TopOGauesoii,
HMMIIL onkonoruu um. H.H. IletpoBa, Poccuiickoii
JIETCKOM KIIMHNYECKOM 00MbHULILI U Ap. COTPYAHUYECTBO
OCYILECTBJISIETCSI TIOA  PYyKoBoICTBOM HanmoHanbHOM
MenuimHckoit 1atel (HMII) u MunsnpaBa Poccum
C YYeTOM IoKazaTesieil HallMOHATbHBIX IIPOSKTOB U (bee-
PaJIbHBIX IIPOrPpaMM rocyiapcTBa.

Texyiiye MepcreKTUBBl pPa3BUTUS MEAULIMHCKOMN
IOMOIIM JeTSIM II0 MPOGUMII0 <«IeTCKas OHKOJIOTMS
M TeMaToJIOTHS» OIpe/eeHbl B HALIMOHAJIBHOM IPOECKTE
«3npaBooxpaHeHue». Tak, OCHOBHBIM OPMEHTUPOM IIPO-
rpaMMBbI TI0 60pbOE C OHKOJOTMYECKUMU 3a00I€BaHUSIMU
SIBJIIETCSl CHIDKEHHME CMEPTHOCTU OT 3JI0OKAYECTBEHHBIX
HoBooOpaszoBaHuit (3HO) mo 185 ciayuyaeB Ha 100 ThIC.
HaceneHus K 2024 r., uro oTpaxkeHo B Ykase [Ipe3uaeH-
Ta P® ot 07.05.2018 Ne 204 «O HaLMOHAJBHBIX LIEJISIX
U CTpaTermyeckux 3amavax passutust Poccuiickoit Mene-
pauuu 1o 2024 r.». B naHHOM YKase npuopUTeTHOI 3a1a-
yeil cToUT noBbilieHue K 2024 I oxkugaeMoi TTPOaOJIKM -
TEJbHOCTH >KU3HU 110 78 JIeT.

Oco00 B paMKax pa3BUTUSI OHKOJIOTUUYECKON CITy>KObI
oroBapuBaercsl yBeanueHue noau 3HO, BBISIBIEHHBIX

Ha panHux ctagusx (I-II craguwu), yBenuyeHue ynesib-
Horo Beca 00JbHBIX co 3HO, cocrosinux Ha yyere 5 jeT
u 60Jiee, M CHUXKEHUE TToKa3aTesIsi OMHOTOAUYHOM JieTab-
HOCTHU MaLMEHTOB C JAHHOI TPyMIIoil 3a001eBaHUIA.

ExeromHo B Mupe 6ojiee 200 Thic. AeTeil 3a001eBalOT
3HO [5]. HecMmotps Ha To, uto umciao aeteit co 3HO
HECpPaBHMMO MEHbIIIE B3POC/bIX MAllMEHTOB, CTpaaalo-
IIMX OHKOJIOTUYECKMMU 3a00JeBaHUSIMU, MOJTOXUTEIb-
HbIA 3KOHOMWYECKUI MOTEHLIMAJ, CBA3AHHBIN C yCIell-
HBIM JIEYEHUEM JIETEM TOPA3[I0 BBILIE, — U3JICYMBLINIC
peOeHOK CIOCOOEH K aKTUBHOMY TPYAY Ha MPOTSKEHUU
BCeH XKM3HU, MOXKET UMETh 3J0POBOE ITOTOMCTBO [6].

BaxxHbIMU COCTaBISIIOIIMMU, TOBBIIIAIOIIUMU IIIAHCHI
neteit co 3HO Ha BbI3AOpOBACHUE, SIBJISIIOTCS:

1. CoBeplleHCTBOBaHUE paHHEH  OUATrHOCTUKU
Y TIOBBIIICHWE YPOBHSI 3HAHUU MEIUIIMHCKUX COTPYI-
HUKOB B 00JIACTM AETCKOM OHKOJOTMM M TeMaTOJOTUU
(oHKOJIOrMYecKasi HACTOPOXKEHHOCTD).

2. Oo0ecrieueHHOCTh MEIMLIMHCKUMU KaapamMu IO
crneuraabHOCTAM «JleTckast oHKoJiorusi» U «lemartono-
TUsI».

3. OpraHuzauysi AMarHOCTUKM U JICYEHUS Coriac-
HO KiauHnyeckuM pekomeHpauusaMm (KP) u cranpapram
B paMKax MYJIGTULIEHTPOBBIX MIPOTOKOJIOB.

4. BHenpeHue WHMPOPMALMOHHBIX TEXHOJOTUI
B 00J1aCTU AUATHOCTUKM U Tepanuu aeteit co 3HO, ontu-
MU3alys ydeTa ¥ MOHUTOPMHTA TaHHOM TPYIIbI 3a00J1e-
BaHUM y JETEN.

5. CosmaHue MHOTOLICHTPOBBIX HCCIeA0BaTeIb-
CKHUX TPYIII MOJ PYKOBOACTBOM (beJepabHbIX LIEHTPOB
¢ obecreuyeHueM «3eJIEHOU MOJIOCh» ISl ONTUMM3aLUU
MPONOJIKUTEIbHOCTY IMAarHOCTMYECKOro Mepuoma Ha
JOrOCIUTaIbHOM 3Tarne [7—9].

6. PasButve peaOUIMTALIMOHHON ITOMOIIM JIETSIM,
usnaeyeHHsIM oT 3HO.

7.  CoBeplIeHCTBOBaHME Ma/UIMATUBHON IMOMOIIM
JIETSIM C OHKOJIOTUYECKUMU 3a001€BaHUSIMU.

8. PazButuMe MeXIyHapOOHOTO COTPYIHMYECTBA
B cdepe yaydlleHUs] TUarHOCTUKU U JICUEHUS AETCKUX
reMaToJIOTUYECKUX U1 OHKOJOTMYECKUX 3a00JieBaHUM
y AeTei, TpaHchep TEXHOMOTUIA.

B cBoio ouepenb, Kaxnblii U3 cyobekToB P® mmeer
CBOIO YHHUKAJIBHYIO MOJE/Ib OpraHU3allii MEIULIMHCKON
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ITOMOILM JETAM 110 ITPODUITIO «IETCKAS OHKOJIOIHS U reMa-
TOJIOTHS» B CBSI3U C BJIMSHUEM MHOXecTBa (haKTOpPOB —
OT JJaHAIAMTHBIX OCOOEHHOCTEI perMoHa M ero IUIoaan
IO yyeTa CreliMUKN OPraHU3alMOHHOM CTPYKTYPHI CITyK-
Obl MeAUaTPUM W HAJIMYMSl COTPYIHMYECTBA C COCEIHUMU
cyobektamMu P®D B cTpykType denepaabHOro okpyra u deze-
paNbHBIMU LIEHTPaMU. DT (PaKTOPbI, a TAKXKE OCOOEHHOCTHA
peructpauuu geteit co 3HO, cka3bIBaloTCs HA HEOTHOPO/I -
HOCTH TTOKa3aresieli 3a00/1eBacMOCTH 1 0011Iei BEDKUBAeMO-
CTU JeTeil ¢ OHKOJIOTMYECKUMM U TeMaTOJIOIMYeCKUMU
3a00JIeBaHUSIMM B pa3InyHbIX pernoHax P® [10, 11].

B uensax yHUGUIIMPOBAHHOIO OTOOpaXKEHMSI CTPYK-
Typbl OpraHM3allMd MEOUIIMHCKON TOMOIIM JeTIM
C OHKOJIOTMYECKMMM M TeMaTOJOrMYecKUMU 3abojieBa-
HUSIMU MOXET MCITOJIb30BaThCcs MH(oOrpaduka, KoTopas
KaK MeTOI BM3yaJu3alliyd OOJIBIIIOTO0 MacCHBa HJaHHBIX
[12] mmpoko mpuMeHsieTcsl CrieluaaIucTaMyu pa3InyHbIX
obnacreil. OnbIT 3apy0eKHBIX MyOIMKALMA TTOKA3bIBaeT
yCIelIHOe TIpUMeHeHre nHgorpapuku B MeIUIIAHE I
o0yueHus Bpaueit [13], monyasgpu3aluy HaydHbIX 3HAHW A
[14], nHMOpMUpPOBaHUS CIIELIUATIMCTOB CMEXHBIX CIIEILI-
anpHOcCTei [15], mpocsenieHus HaceneHus [16].

OIHUM U3 OTAEIbHBIX BUAOB MHMOTpahUKHU SBISIOT-
¢ nHdorpapuyeckre KapThl, KOTOPbIE UCITOJB3YIOT JJIsT
0TOOpaXkeHUsI TEPPUTOPHUATBHBIX OCOOEHHOCTE! 1 yCTa-
HOBJIEHUS CBSI3ei MeXOy cyObeKTaMu CTpaHbl. MeTtop
co3gaHus nHgorpadruyecKux KapT MOKeT ObITh UCTIOIb-
30BaH IS MACIIOPTU3ALIMU CIIY>KObI IETCKOI OHKOJIOTUH -
reMaroJIoruu B cyobekTax P®D.

BHenpeHnue cucteMbl HEMMPEPHIBHOTO MEIMIIMHCKOTO
obpazoBanus (HMO) saBnsgercss akTyalabHON 3amaudeii
U TIO3BOJISIET OOOMBATHCS TOCTOSIHHOTO OOHOBJICHUS
3HAHMI CIeMaanucToB [17], 3TO 0COOEHHO BaXKHO B KOH-
TEKCTe TOCTOSIHHO OOHOBJISIONINXCSI 3HAHUI 10 Mpodu-
JIIO «JIeTCKasi OHKOJIOTMSI U TeMaToyiorus». B HacTosmmii
MOMEHT MIET MOCTeNeHHbII nepexon Ha cuctemy HMO,
B YeM aKTHBHOE yJacTHe MPUHUMAIOT MpodeccuoHalb-
HbIe coobirecTna [18, 19].

OmHoli M3 3amay4, CTOSIIUX Iepel OpraHu3aTopaMu
MeauLuuHCKoM oMoty aetsam co 3HO, aBnsieTcs co3na-
HHUE eIUHBIX IPOTPaMMHBIX IPOIYKTOB, HapaBICHHBIX
Ha paHHIOW [MAaTHOCTUKY OITyXOJEBbIX 3a00JieBaHUIA
y gereil. Huskmii ypoBeHb OHKOJOTMYECKONM HACTOPO-
KEHHOCTU Bpaueil ycyryosseTcsl OTCYyTCTBUEM 3HaHUM
0 JETCKUX ITeMaTOJIOTUYECKUX M OHKOJOTMYECKMX 3a00-
JICBAaHMSIX B CEMbsX, 00pa30BaTeIbHBIX OPraHU3ALIMSIX
U OOIIIECTBE B LICJIOM.

OmDHMM U3 KITIOYEBBIX BBI30BOB ITOCICIHUX AECITUIC-
TUI ABIETCAS O0beAMHEHUE CIlelnanbHOCTel «JleTckast
oHKoyiorusi» M «lemaTojiorusi» B €OMHYIO CIELUAJIb-
HOCTh «JleTcKast OHKOJIOTUSI-TeMaTOJIOTUSI» C TTOATOTOB-
KOIf HOBOTO IOpsaKa MOMOIIY AeTsM B3ameH [lopsiaka
OKa3aHMUSI MEIUIIMHCKOM TOMOIIM IO TPOMPUII0 «IeT-
CKasl OHKOJIOTHST», YTBEPXKIEHHOro IpukaszoM No 560H
MunsznpaBa Poccun ot 31.10.2012 (3apeructpupoBaH
B MuHntocte Poccum 22.03.2013 3a No 27833). B HacTo-
siiee BpeMsl M3MEHEH CIMCOK IJIABHBIX BHEIITaTHBIX
JIeTCKUX crnenuannuctoB MunsapaBa Poccun (mpukas

Ne 553 o1 23.08.2018 «O BHeceHMM U3MEHEHUI B ITpUKa3
No 444»), BBemeHa HOKHOCTb «IJTaBHBIN BHEIITATHBIN
JNETCKUM CMeIUaluCcT OHKOJOr-reMarosior». B cBs3u
¢ stum HMII nopyyuna HOITI'O coBmectHo ¢ HMUILI
ATON wum. Imutpus PoraueBa pa3paborath Inpodeccu-
oHanbHbIN cTangapT ([1C) Bpaya-1eTcKOro OHKOJI0Ta-Te-
matonora. Takxke HOJI'O Oblma mopydyeHa pa3paboTkKa
I1C o remarosoruu U TpaHc(y3UOJOTUU B paMKax yxKe
CYILIECTBYIOLINX CIIELIMATIBHOCTEI.

PasButne cayxObl HOETCKON OHKOJOTMU-TeMaTo-
Joruu B Poccuy HEBO3MOXKXHO 0e3 TpaHCISLMU ONbITa
U YKpEIUIeHMWs IMapTHEPCKMX OTHOIINeHUil. B memsax
yaydiieHus1 pesyiabraTtoB JedyeHus 3HO y nmereit psin
CTpaH OOBEIMHSIIOTCS B PErMOHBI, CBSI3aHHbIE OOIIM-
MU 3aKOHOMEPHOCTSIMU pa3BUTHUs, Hampumep EBpora,
CeBepHasg AMepuka, ctpanbl A3uu u ap. [20]. OgHuM
13 3HAUYUMBIX pernoHoB gBiusieTcss ConpyxectBo Hesa-
Bucumbix TocymapctB (CHI'), wiu EBpasus. B Hero
BXOIST CTpPaHbl, KOTOpPbIe OOBEIMHEHBI OOIIEil MCTO-
pUel M eTUHBIM SI3bIKOM MEXXTOCYIapCTBEHHOTO 00IIIe-
Husa: Asepbaiimxkan, Apmenusi, bemapycnh, KazaxcraH,
Keipreizcran, MoagoBa, Monroaus, Poccus, Tamxu-
kuctaH, TypkMeHUCTaH, Y30ekucTaH U YKpauHa. Jas
omnpeaesieHUs IepCcreKTUB pa3BuTus ciayx6 ctpad CHI,
B ToM uncie u Poccuun, u yaydiieHUs UCXOI0B JICUCHUS
y neteit co 3HO TpebyeTcs olleHKa TeKyIIel CUTyalluu
B IaHHOM 00JIacTH.

OgHuM  u3  (opMaToB CHUTYallMOHHOTO aHajlu3a
B yrnpaBneHuu siBasgercsa meton SWOT, KoTopblit 3aKITio-
YaeTcs B BBISIBICHUU BHYTPEHHUX M BHEIIHUX (haKTOPOB,
OIPEeNeIISTIONINX TIPOOJEeMbl M TEPCIIEKTUBBI Pa3BUTHS.
SWOT — ab6peBuaTypa, KOTOpasl BKJIIOYAET CJIEAYIO-
IIMe KOMITOHEHTHI: CUJIbHBIE CTOPOHHI (S — strengths),
cnabsie cropoHbl (W — weaknesses), BO3MOXKHOCTHU
(O — opportunities) u yrpo3sl (T — threats) [8]. Pabora
B paMkax SWOT cTtpouTcs Ha ornpeleeHU yKa3aHHBIX
BBIIIIE TTAapaMEeTPOB C MOCISAYIONINM aHAIU30M U ITPUHSI-
TUEM JAJIbHEMIIMX PEILICHUIA, TAaHHBIA ITOAXOJ MOKa3all
cBoI0 3(p(EeKTUBHOCTD U B 31paBooxpaHeHuu [21, 22].

BrllienepeyrciieHHOE  OMpeneanio [edb JAAHHOM
CTaTbl KaK IpeICTaBJIeHHE OITbITa COBMECTHON pabo-
1 HOAT'O 1 HMUL AI'OU um. Imutpusa PoraueBa
B 00JIaCTU pa3BUTHUS IETCKONM OHKOJOTMHU-TeMAaTOJOTUM
B PD.

Wcxons u3 nenu, mocTaBieHbI CIeAYIOIIMe 3a0aqu:

1. TIpencraBuThb aJITOPUTM B3aMMOJICICTBUS
HOAT'O u HMUILIl AT'OUN um. Imutpusa Porauesa mon
pykoBoactBoM HMIT u Mun3snpasa Poccumn.

2. TlpencraBUTh OCHOBHBIC IMyHKThI IJIaHA Pa3BU-
TUS MEAULIMHCKOUW TIOMOIIM NETSIM IO MPODUIIO «IeT-
CKasl OHKOJIOTUSI Y TeMaToJIOrusi» it PD:

- opranm3aums npouecca coznanus [1C, KP, mogeneii
MalMeHTOB ISl OKa3aHUs B paBHOI CTEIICHU KaueCTBEH-
HOH M TOCTYITHOM MEAULIMHCKON MOMOIIU AETSIM C reMa-
TOJIOTUYECKMMHU U OHKOJOTMUYECKMMU 3a00JIeBAaHUSIMMU.
Wx BHenpeHue Ha Tepputopun PD;

- pa3pabotka u BHeapeHue [lacmopra ciayKObI HeT-
CKOIf OHKOJIOTUH-T€MaTOJIOTUH JIJII KaXkKIO0ro U3 CyOobek-
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toB P®D B TabimuyHoM M uHporpapuueckoM ¢Gopmarax
C BO3MOXHOCTBIO OILIECHKH COCTOSTHUSI CITY>KOBI U PETYJISIp-
HOTO OOHOBJICHUS;

- (hopMUPOBAHUE €NMHBIX TOIXOA0B B 001aCTH MOJATO-
TOBKM MEIUIIMHCKUX KaIpoB IO CIEIUATBHOCTIM «JleT-
cKasl oHKoJiorusl» U «[emaTonorusi» Ha 6a3e TeXHOJIOTUU
HMO;

- COBeplUIeHCTBOBaHWE paHHell auarHocTuku 3HO
y IeTeil ¥ TTOBBIIIEHNE OHKOJIOTMIECKON HaCTOPOXKEHHO-
CTH cpedy BpauyeOHOIO COOOIIeCTBA 1 WICHOB I'pakKmaH-
CKOro 00l1IeCTBA.

3. TlomenmThCa OMBITOM TPAHCIISINU JOCTUKCHUI
B OpraHu3aly MEIUIIMHCKOI MOMOIIU AETSIM C remMa-
TOJOTUYECKAUMU W OHKOJIOTMYECKUMHU 3a00JIeBAaHUSIMU
Poccuu B ctpanbl EBpazuu (CHI') 1 obpaTHO.

MarepuaJibl 4 METObI

B 1ensx BBIMOJHEHUS IIOCTABJICHHOW 3agauyu IO
IMOCTPOEHUIO ENMHON CUCTEMBbI OPraHU3aIuy MEIUIIH-
CKOI TIOMOIIM JETSIM B O0JIaCTH NETCKOW OHKOJIOTHMM-
reMaToJIOrMu Obljla peaJiM30BaHa KOMILUIEKCHasl IpoTpaM-
Ma pa3BUTHUsI, KOTOpasl BKJII0Yaia cOOp JaHHBIX O CTPYK-
Type CIyXObl TOCPENCTBOM aHKETHPOBAHUSI, MOTYICHUS
SKCIIEPTHOTO MHEHUS U TIOCHEAYIONIUM CO3IaHueM
IMTacnopra cay:X0bl ¢ HCIIOJBb30BAaHUEM BHU3yaJIU3allUU
JTAHHBIX.

I1C «Bpau-geTckuit OHKOJIOT-reMaToJIOT» ObLI pas-
pabotan rpynmnoi skcnepros HOAI'O u HMUI ITON
nM. JImutpus PoraueBa cormacHO METOOUYECKUM PEKO-
MeHIauusM MUHHUCTepCTBA  3lpaBooOXpaHeHus Pd®
1 MuHUCTEPCTBA Tpyda U collManbHO 3amuTel PO. OHu
HEOTHOKPATHO 00CYKIATNCh BEAYIIIMMU CIICIIMATUCTaMKU
Poccum B 111X BHeCeHUST TTPaBOK M TTpeniokeHnit. Kpo-
M€ TOTO, TIPOXOIMIIO OOCYKIEeHIME Ha OTKPHITHIX Ipodec-
CHOHAJIbHBIX ILI0IIanKax, B MuHzapase Poccun.

Pa6ora no coznanuto [Macnopra npohWIbHON CIyX-
OBbI COCTOSIIa M3 CIEAYIONIMX 3TAIlOB: 0030p JUTEPaTyPhl
(cymmanmsi ombita), pa3paboTKa aHKEThl W TPOTOTHIIA
KapThl, aHKETUPOBAHKWE TJIAaBHBIX BHEINTATHBIX ITETCKMX
CITeLIMAIMCTOB OHKOJIOTOB U reMaToJI0roB CyObeKTOB PD,
aHaJIM3 ¥ KOOWMpOBaHUE MHOOpMAIIUM, co3gaHne MHDO-
rpacduyecKuX KapT, MpeACTaBICHUE Pe3yJIbTaTOB pabOThI
B MunucrtepctBo 3apaBooxpaHeHuss PO u mpodeccuo-
HaJbHOMY COOOIIECTBY, TpUMeHeHe MHPOTpadhrUIeCcKIX
KapT B padorte.

IMacnopT BKIIOYan B ceds1 cBeneHus o MO, oka3bIBa-
IOIIMX MEIUIIMHCKYIO MOMOIIb IETSIM C IeMaToJornye-
CKMMM Y OHKOJIOTUIECKUMU 3a00JIeBAHUSIMU, O TEPPUTO-
pPUAaJbHON JOCTYIMTHOCTY AUaTHOCTUUECKMX TIPOLeayp, 00
OCHAIIIEHHOCTH CJTy>KObI B cyObekTe PD, 0 mpuMeHsieMbIX
MeTonax (IIPOTOKOJIAX) JICUCHUS M IPYTUE JaHHEIC.

AHanuTuyeckasi paborta 1Mo B3aMMOJAEHCTBUIO C BEIy-
IIUMU CTICIIMATMCTaMH T10 JETCKO# reMaTOJIOTUH M OHKO-
sioruu ctpad EBpasuu, B Tom uncie u P®, 6buta pasaene-
Ha Ha 2 3Tana:

1. 3amojiHeHMEe JAHHBIX B eIWHOM QopMarte s
CUTYallMOHHOTO aHaJin3a 1o ctpaHaM (B ¢popmate SWOT)
1 UX 00CYXXIeHUe B paMKaX OHJIaiTH-KOH(bEPEHITNIA.

2. IloBTopHOe OOCYXIEHME CUTYallMOHHOIO aHa-
JIN3a W OIpeAesieHe eIWHBIX IUIST peruoHa ITapaMeTpoB
SWOT Ha ouHoili BcTpeue B MockBe Ha rtomanke HM UL
ATON um. Imutpust PoraueBa, opMupoBaHUE COBMECT-
HBIX IIPOEKTOB (MHUIIMATHB) HA OCHOBE OOBEIMHEHHOTO
SWOT-ananuza. Muuumatopamu (popmMupoBaHust padbo-
yeil rpynimsl U BeinoaHeHuss SWOT-ananu3a cranu Bee-
MUpHas opraHusaums sapaBooxpaHeHus (BO3), Jlet-
CKUIl uccnenoBaTesbckuii rocnutaib Casgaroro My,
HMUI ATOU um. Jmutpusa Porauesa m HOIIO.
HanHble, monyyeHHble B pamkax SWOT-ananusa, Obuiu
00BEIMHEHBI W IIPOAHATM3UPOBAHBI IJISI OIPEHCICHUS
3aKOHOMEPHOCTEd U MOJYYEHUSI OPUEHTUPOBOUYHBIX
JAHHBIX TI0 3200JIeBAEMOCTU U OCOOEHHOCTSIM OKa3aHUsI
noMouu aetaMm, crpagatomum 3HO, Ha tepputropun
ctpan CHT.

Pe3syabraTsi

Ha nepsom 3Tane 6bL1 pa3paboTaH aJIfOPUTM B3aUMO-
neiicteust HOJAT'O u HMULL ATOU M. Iimutpust Poraye-
Ba o1, pykoBoactBoM HMII, Munzapasa Poccuu u omnpe-
neneH IlmaH pa3BUTHST MEOUIIMHCKOI TTOMOIIM JCTSIM II0
NpodUIIo «IeTcKast OHKOJIOTUS M reMaToorust» (puc. 1).

Brum cchopMupoBaHbI TPUOPUTETHEIC HATIPABICHUS:

- CcO3IaHMe eIMHON MpodecCuOHANIbHOM Ccpeabl 3a
cueT BHeApPeHUsT TPodeCCUOHATBLHBIX U 00pa3oBaTesib-
HBIX CTaHAApTOB, pa3pabdorka KP;

- HMO u noaroroBka KaapoB IO CIHELUaTbHOCTIM
«Jlerckast oHkojorusi» u «lemaronorusi», a TaKxke o0y-
YyeHUe Bpayeil MepBUYHOIO 3BeHa — IeAMaTpOB U Bpaueil
IPYTUX CIIEIUATbHOCTE — BBISIBICHUIO paHHUX TIPU3HA-
KOB OHK03a00JIeBaHUI;

- cbop uHpopmMauuu 1 paspadorka IlacroproB mpo-
(puitbHOI c1y>kK0bI Ha TeppuTopuun PM, mpencraBiieHne UX
B HarisiiHoM hopmate uHborpacbudeckux KapT;

- IpuMeHeHe MH(POPMAIIMOHHBIX TEXHOJIOTUI B ICT-
CKOIf OHKOJIOTUH-T€MaTOJIOTUH;

- cotpynHuuecTBo ¢ BO3 u JlerckuM ucciienoBaTesib-
ckuM rocniutasieM Caroro Mymbl B KOHTEKCTe pabOTHI CO
crpaHamu EBpaszuu u dopmupoBanueM EBpasuiickoro
ajbstHCA meTcKuX oHKoJ0roB (EBpA/1O);

- VHble MHUIMATUBBI: COBEPILIEHCTBOBaHWE HOpMa-
THBHOI 0a3bI ¥ BOIIPOCHI JIEKAPCTBEHHOTO 00ECIICUCHMSI.

Paspabomra npogheccuonaavnvix cmandapmos u KauHu-
YecKux pexomenoanuti

Wtorom coBmectHoit padothl ¢ HMII crana paspa-
6otka cinemytomux I1C: Bpau-reMaTosor, Bpad-IeTCKUI
OHKOJIOT-TeMaToJIOT, Bpauy-TpaHcdysuomnor. Kaxabiii u3
TIC Ob1 obcyxkneH mNpodeccuoHaNbHON ayauTOpUEN.
I1paBku 1 mpemIoKeHUs ITOCTyIalu B cpeaHeM oT 30—40
CIIeIIMAIIMCTOB 10 KaXKJIOMY TOKYMEHTY, UYTO ITO3BOJIWIIO
MOATOTOBUTH BCECTOPOHHE Pa3BEPHYTHIA JOKYMEHT.

Henpepuiernoe meduuunckoe o6pazosanue

Pabora B cucreme HMO wu ee pasButue OBLIU
HaTpaBJIeHbl KaK Ha JIETCKYI0 OHKOJIOTHIO-TeMaTOJIOTHIO
(«ceuuaanuTeT»), TaK U B 00JIACTb MEOUATPUU U HET-
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MHWHUCTEPCTBO
3IPABOOXPAHEHUA PD

HALOMOHAJIbHAA
MEIANLOVHCKAA I[TAJTATA

SKCHepTHOC MHEHHE, BHECEHUE ITPaBOK

1 KOMMECHTapueB

[MpoBeneHue NeKIINIA,
Macrep KJIaccoB,

HMUWILL ATOU
uM. Imutpust Porauesa

PaspaboTka aHKeT, ayIuT CIIyXKObl,
aHaJIM3 TOJTyYeHHBIX PE3YIBTATOB

IMacriopT nmpoduIbHOIM CITYKOBI
B cyOobekTax PD B Buje uHdorpapuyeckux KapTt

OrpaHu3zanus npoiecca,
MOJIepaIyst TUCKYCCHIA

Pa6ora co cnetmanucramu ctpad CHI?

Puc. 1. Bzaumooeiicmeue HMHUIL[ ITOU um. Jimumpus Poeauesa u HOIIO

MINISTRY
OF HEALTH OF RUSSIA

Expert opinion, making
corrections and comment

Dmitry Rogachev

National Medical

Research Center

of Pediatric Hematology
Oncology and Immunology

Questionnaire development, service audit,
analysis of the results

Passport profile service in the constituent entities
of the Russian Federation in the form of infographic cards

Organization of the process,
moderation of discussions

Work with specialists from CIS countries

rporpamMma «JlajibHue peruoHb»

Conducting lectures, master classes,
the program “Remote regions”

a2

3 HAUMOHANBHOE
AHKeTHpOBaHUE " OBLLECTBO HOAIO
TJIaBHBIX JAETCKUX TEMATONIOrOB

M OHKONOros

BHELITATHBIX
CHELUATUCTOB,
coznanme nHMOrpadhuIEcKIX Pa3paborka
KapT

[NCu KP

OpraHu3zaiys mpoiiecca,

aHaJIN3 pe3yJIbTaToB
OpraHu3zanus npoiiecca,
MPOBeIeHUE JEKIUI

HMO, 0OHKOHaCTOPOXKEHHOCTh

NATIONAL
MEDICAL HOUSE

2 % THE NATIONAL

fad SOCIETY OF PEDIATRIC
HEMATOLOGISTS
AND ONCOLOGISTS

Questioning NSPHO
of the Chief
Specialists,

creation of infographic cards Development

Professional standards
and clinical guidelines
Organization of the processes
and analysis of results

Organization of
the processes, lectures

Continuing medical education,
oncological alertness

Fig. 1. Interaction Dmitry Rogachev National Medical Research Center of Pediatric Hematology, Oncology and Immunology and NSPHO

CKOI XUPYPruu («OHKOJIOTHYECKAss HACTOPOKEHHOCTD» ).
HOII'O B pamkax paboThl KOOPAWHAIIMOHHOIO COBETa
SIBJISIETCS 3aperucTpUpoBaHHbBIM Ha mopTasie HMO npo-
BaiizepoM. D1o gaet OOIIECTBY MpaBo IMoAaBaTh 3assBKU
Ha aKKpeIWTaluio o0pa3oBaTeIbHBIX MEpPOIPUSITHIA
U 3JIEKTPOHHBIX YYEOHBIX MOIYJICH IS TOJTyYEHUS 3a4eT-
Heix enuHul (3ET). YkazanHast paboTa Bejlach COBMeECT-
Ho ¢ HMUILL AT'OU um. Imurpus Porauesa u npyrumu
BeoyIInMu denepaabHBIMU MEIUIIMHCKAMU IICHTPAMMU.
Crtporas olleHKa, KOTOPYIO TTPOXOIUT KaXI0€ MEPOIPU-
siITHe, MmoJiydatoliee rnpaso npucBoeHus 3ET, rapantupyet
€ro COOTBETCTBUE YCTAHOBJICHHBIM KPUTEPUSIM KavyecTBna.
Cneunamuctel HOIAT'O gBnsiorcs skcnepramu CoBeTta
B OLICHKE 3asIBOK KaK Ha MEPOMPUSATUSI, TAK U Ha DJIEK-
TPOHHBIE MOJYJIM, YTO TOBOPUT O BBICOKOI OlleHKe pabo-
Tbl OOLLECTBA.

MakcuMmanbHoe 4yuciao OamioB 3a |1 pabouuit AeHb
cocrabisieT 6 3ET. Tak, Hampumep, 3a IOJHBIIA Kypc
Jiekuui B pamkax nporpammbl HOAT'O 1 HMUWL ATON
uM. Imutpust PoraueBa «/lajbHuUe perMOHbI» Y4aCTHUKU
nonayyatot 12 3ET.

HOJAI'O mnpoBoauT coBMecTHBIe UMKIBI HMO
U ¢ JApyrumMu nposaiigepamu. Ilpumepom Takoro
COTPYIHWYECTBA SIBIISIOTCS IWKITBI ¢ [TepBBIM MEIUIIH -
CKMM KaHamoM (www.lmed.tv), yke ObUIM TPOBEACHBI
3 OHJIAITH-IIIKOJIHI.

Bcero HOJT'O 3a 2018 . mpoyuenst 2000 Bpaueii pas-
JIMYHBIX CMIELIMATbHOCTEH.

[ToaTeepxxnaeHUEM NPOXOXAEHUS LMKIIOB SIBJSETCS
TOJTYYCHNE CIICIIUATNCTOM MHINBUAYATbHOTO KOIa MO -
TBEPXKAEHUST (KOO — OYKBEHHO-YMCIOBasi KOMOWMHALIMS,
cocTtosas u3 13 cumBooB: XXXX-XXXXXXXX).
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Tabmma 1. Ankemupoganue épaueii ha obpazosamenvhvix meponpusmusx, 2017—2018 ee.

Table 1. Questioning of doctors at educational events, 2017—2018

TTonHOCTBIO YIOBJICTBOPEH

157 62 71 94 37 66 36 59 301

Totally satisfied 70,25
‘VIoBJIETBOPEH B 1OCTATOY -

HOW Mepe 85 34 5 6 19 34 22 36 131 27,5
Satisfied enough

YacTu4HO yIOBIETBOPEH

Partially satisfied 1 E e e L E - : 1 e
He ynosneTBopeH

i st 0 0 0 0 0 0 1 2 1 0,5
Hmoeo/Total 253 100 76 100 56 100 61 100 446 100

ITocne oOyyeHusi Obla MojiyueHa oOpaTHasl CBSI3b
Ha OpeAMET YOOBJIETBOPEHHOCTU COACPXKAHMEM U TeMa-
Ko [IporpaMMbl 00pa3oBaTEIBHBIX MEPOITPUSITHIA.
B xauecTBe npumMepa npuBeaeH aHaiu3 446 aHkeT oOpar-
HOI1 cBs13U (TabuI. 1, puc. 2).

2% 1%

¥ [TorHOCTBIO yAOBICTBOPEH
Totally satisfied

B YI0BJIETBOPEH B JOCTATOYHOI Mepe
Satisfied enough

YacTuuHO YAOBJIETBOPEH
Partially satisfied

Puc. 2. Yoosremeopernnocms yuacmuem 6 meponpusmuu HMO
Fig. 2. Satisfaction with participation in the event of continuing medical
education

Ilacnopmusauus cayxicovl 0emcKoli OHK0A0UU-2eMAMO-
aoeuu ¢ Poccuiickoti Dedepauuu

B pamkax macmopTuzaluyd  COyXObl  AETCKOI
oHKojiornu-remarojornu  HOAT'O, HMMHWIL, JAIOn
uM. [Imutpust PoraueBa u MO 3-ro ypoBHSI 3aKITIOYH-
JIN JOTOBOPHI O COTpyIHWYecTBe (Ha Aekadbpp 2018 . —
71). B pamkax coBMeCTHOI paOOThl ObLIM MOArOTOBIEHbI
nHdorpapuyecke Kaptel 85 cyorekroB PD co ciemy-
OIMMU  0003HaYeHUSIMU (puc. 3): Ha3BaHWE aaIMUHU-
CTPAaTUBHOTO 1IEHTpa; MKOHKW U Ha3BaHUsS (hbenepaTbHbIX
W PETHUOHAJBHBIX TTPOGMIBHBIX IIEHTPOB (CJIeBa Ha KapTe);
ocHoBHast MO pernoHa, rme pa3BepHYTH MPO(PUILHEIE
KOIKU (cripaBa Ha KapTe); OTMETKa CaMOU TepPUTOPUATIBHO
yIaJIeHHOI OT MPOMUIbHBIX KOEK TOUKHU B PETMOHE; HAJIU-
Yyye B PerMOHE CTaHIIMU/OTACICHUS TIepeIMBaHus KPOBH;
YHCJI0 KOEK MO MPODWISIM, UX PACITONIOKEHNE U IIBETOBOE
KOIWPOBAHME; YMCIIO MYJIBTUIICHTPOBBIX ITPOTOKOJI0B, KP,
MMPUMEHSIEMBIX B CyObeKTe PD; HammIme KOHCYIBTaTUBHO-
ro npuema Bpaya-remMaTosiora u Bpaya-JIeTCKOro OHKOJIOra;
nokanmusauusi MO, tae BemeTcs NpueM (Ha TeppUTOPUU
cyOBeKTa WIM 3a TipenenaMu); mposencHue JIT, ycmoBus

OKa3aHUsI TOMOIIM (B OHKOJIOTMYECKOM AMCIIaHCepe CyOb-
ekrta PD, B 1eTCKOI KIIMHMYECKON OOJIBHULIE MJIU 3 TIpe-
JeJlaMy peTHOHA, C aHECTE3MOJIOTUIECKIM TTOCOOMEM MITH
0e3 Hero); BO3MOXXHOCTb BU3yaJIU3alUM (KOMIIbIOTEpHAs
toMorpadus (KT), MarHUTHO-pe30HAHCHAsT TOMOTpadust
(MPT), nosutpoHHo-3MuccroHHast Tomorpacdus (I19T)),
Ha 0a3ze KaKuX YYPEXICHWI; BOZMOXHOCTb MPOBEACHUS
TEJEMEIUIIMHCKUX KOHCY/IBTAIIM; MECTOPaCIONIOXKEeHUE
¥ Ha3BaHME YUPEKICHUIA, TOe OKa3bIBAIOT PeaduIMTaIIN-
OHHYIO TTIOMOIIIb.

B xone nmpoekTa ObLIM OOHOBJIEHBI CBEIEHUS O TJIaB-
HBIX BHEIITATHBIX JETCKMX CITelUaIncTax (meamaTpax,
JNETCKUX OHKOJIOTax M reMaroJjiorax, AETCKUX XHpyprax,
NMETCKUX aJUIeprojiorax-unMMYyHOJIOTax).

Pab6orta mo co3manuro mHporpahuIecKnx KapT crajia
MPEATTOCHUTKOMN i1 CO3AaHMSI CXeM ONTUMAaJIbHBIX MyTei
CBOEBPEMEHHOI MapIIPYTU3allNHU MAalMEHTOB (puc. 4).

Tpancchep mexnoaocuii

B pamkax peanu3auudu COBMECTHOIO IIPOEKTa IIO
TPAHCJISILIMY 3HAHUW W TEXHOJIOTWII B CTpaHbl EBpaszun
(CHTI') ob1 ocywectBieH SWOT-aHanu3 TeKyILIETro
COCTOSIHMSI OKa3aHMSI IIOMOLLY AETSIM C OHKOJIOTMYECKM -
MM W TeMaTOJOTMYEeCKUMU 3a00JIEBaHUSIMU B JaHHBIX
rocyaapcTBax M OIpelesIeHbl OOlre 3aKOHOMEPHOCTH,
XapaKTepHbIE TSI BCETO pernoHa (Taor. 2).

Ha ocnoBanum nposenerHoro SWOT-aHanu3a ObLIN
BBISIBJICHBI OCHOBHBIC IPOOJEMbl B 00JaCTH HETCKOM
OHKOJIOTUM-TeMaTo1oruM B ctpaHax EBpasuu (CHI):

* B Dpse cllydaeB OTCYTCTBME JaHHBIX O 3a00JieBae-
MocTu U pesyabrarax aedenust 3HO y neteii;

*  HEIoCTaToK B (DMHAHCUPOBAHWMU JTUATHOCTUKU
U JICUEHMSI IETeil C TeMaTOJIOTMYECKMMM U OHKOJIOTUYe-
CKHUMM 3a00JIeBAaHUSIMU;

*  pasiMYHbI YpOBEHb JOCTYITHOCTH OCHOBHBIX
MperapaToB, BHICOKOTEXHOJOTMYHBIX METOIOB JIEUCHMUS,
COTPOBOAUTENIBHON Tepanuu, peaduanuTalui U majiua-
THUBHOI MOMOILIN;

*  OTCYTCTBME €IWHBIX CTaHIAPTOB JieueHuss u KP
JUTSI MHOTHX 3a00JIeBaHUIA;
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PASSPORT OF THE CHILDREN’'S ONCOLOGY-HEMATOLOGY SERVICE OF THE REPUBLIC/KRAY/REGION

T+7 Other federal
___ profile center

PET

Administrative

center
L] /
| | +*

Dmitry Rogachev National
Medical Research Center

Main medical organization
where medical care is provided
for children in the profiles
“pediatric hematology”

and “pediatric oncology”

The area of the subject 00 000 km?
of Russian Federation is
Administrative center Name

Children’s population, 2017
Diagnosed annually

000 000 people
are 00 patients (severe hematological
and oncological diseases)

Specialization pediatric oncology-hematology

of Pediatric Hematology,

Oncology and Immunology Advisory 00 CT MRI
RT recep.llon Multicenter enumeration of protocol names,
=-. Blood . protocols: for example AML-BFM-2004
& transfusion
Medical organization 30 department ’ or “according
in the neighboring region, 00/&0 | to the recommendations
where medical care is provided Oncological of the federal centers”
for children in the profiles dispensary

“pediatric hematology”

~
Blood N

and “pediatric oncology” . . . . . .
p 9y transfusion statlor?s‘ RT The main nosologies a list of nosologies,
Advisory reception N (with anesthesia or that are being treated | such as ALL,
y P ‘\\ WITHOUT anesthesia) in the region: acute non-lymphoblastic
Hospice/Child’s Home ~ leukemias, lymphomas
- s\\
00 N

Chief freelance children’s specialist oncologist-hematologist Full name
Chief freelance pediatric specialist surgeon Full name
Chief freelance palliative care specialist Full name

00 km

Rare hematological
and oncological
diseases

Enumeration of nosologies,
for example, CNS tumors

Fig. 3. Infographic card of the service of pediatric oncology-hematology: RT — radiation therapy; ALL — acute lymphoblastic leukemia; CNS — central nervous system

. HMU3KUU YPOBEHb OHKOJIOTMYECKOM HACTOPOKEH-
HOCTM B MPOo(eCCUOHATBLHOM COOOIIECTBE M CBSI3aHHAs
¢ oM no3aHss auarHoctrnka 3HO y nereii;

*  OTCYTCTBME EIMHBIX IOIAXOIOB B OOpa3oBaHUU
Bpayel 1 MEIUIIMHCKUX CECTep.

I1o pe3ynbraTam aHaaM3a BBISIBJIEHHBIX IMPOOJEM ObLT
00CYXIIEH psIll MPOEKTOB, U3 KOTOPBIX OBLIM BBIACICHBI
5 KJIIOUEBBIX, KOTOPbIE PEaTU3YIOTCs CUJIaMU ITOCTOSTHHO
neiictBytomieit rpynmnsl EBpA/1O:

1. Hayunble wucciaemoBaHUs: CO3JaHUE €IUHON
cuctembl yyeta 3HO y mereil (meTckoro KaHIEp-peru-
ctpa) mist ctpad EBpasum.

2. AcnexkTbl MEIMLMHCKOW TOMOIIM: OpraHu-
3allMs M pa3BUTHE NMaJJIMaTUBHOM MOMOIIM B CTpaHax
EBpazumu.

3.  OOpaszoBaHue: eauHasi oOpasoBaTelibHasl IPO-
rpaMma B 00J1aCTM JETCKOM OHKOJIOTMU-TeMaTOJIOTUu
B cTpaHax EBpaszum.

(7]
@
—
=
|
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)
—
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Poccuiickuii xypHan JETCKOW TEMATOJIOTUY u OHKOJIOTUU

PebeHok nmeeT xanobbl/cuMnToMbl 3a6oneBaHus,
Hecneuundmnyeckme NposiBNeHNs

SKCTpeHHaﬂ/CPO‘-I HaA rocnuTanunsauunsa

HeoTnoxHble COCTOSIHUS, PE3BUBLUMECS Y NaLMeHTa (CUHAPOM BepXHEN NOJIoi BeHbl, CUHAPOM
nmM3nca onyxonm, ocTpas noyevHas/neYeHoYHas unu AixatenbHast HeAOCTAaTOMHOCTb, ApYroe)
KnuHnuyeckas kapTuHa passuTys LUTONEHUM OO0 BbINOMHeHUs obLuero aHanmaa Kposu (remaToMmbl,
BbIP@XXEHHbI aHEMUYECKUIA CUHAPOM)

OcTpas xvipypruyeckas natonorus (onyxonesuHble 6onesHeHHble 0bpasoBaHuis, Apyroe)
OcTpas HeBponornyeckas naTonorus (CyAopPOXHbIA CUHAPOM, CONMOPO3HOE COCTOsIHWE, APYroe)

WHdopmupoBaHne Bpavom-

Meavatp B NOMUKIMHAYECKOM 3BEHE /
Bpay obLLel BpayeGHON NpakTUKu

Hoo6cnepoBaHune/
7-12 kaneHpapHbIX AHEN

Ob6LeknMHnYeckmne

N MHCTPYMEeHTarnbHble MeTofbl
obcnenoBaHus (06LwmMiA

1 BUOXMMUYECKUIA aHanM3bI
kposw, Y3W, KT n MPT

C KOHTPACTHbIM yCUneHnem)
AHanus Ha OHKOMapKepbl

ONPEOENEHVE neavaTpom Bpava- )
NMOKA3AHUU F [eTCKOro OHKorora/remarorora
K FOCMUTANU3ALUUN rocnuTanvsaumm
rOCNnMTANU3ALUNA
Bpewms '
noobcnenosaHus
I 3TAN / KnuHunyeckas rpynna la 1-2 CYTOK o

MO 1 1 2 ypoBHeWi/oTAeneHne neamaTpun/geTckon Xupyprum

[Mpn HEBO3MOXHOCTH
NpoBeAeHUs OTAENbHbIX
BMAoB obcnenosaHms

B yKa3aHHbIA CPOK
MOKA3AHA '
FOCNMUTANU3ALMA

B CTALIMOHAP

LIENb: onpeneneHve nokasaHuin 1 NepeBog B cneuyanu3npoBaHHoe oTaeneHne
(Ha cneumanuanpoBaHHbIe KOWKW) AeTckoln rematonorum/oHkonorum B MO 3-ro ypoBHs
(vnu B MO, onpeaeneHHyto ans ucnonHeHns gpyHkunii MO 3-ro ypoBHsi)

Il 3TAMN/ KnuHu4yeckas rpynna la - |l

MO 3 ypoBHS (UnW MeAMLMHCKas OpraHu3auus, onpeaeneHHas Ans UCNonHeHUs yHKLWIA
MO 3-ro ypoBHs) — yka3aHbl B nacnopTtax crnyx6bl (npunoxenue 2 n Katanor geTckux
LIeHTPOB remMaTosorMm-oHKONorm)

®YHKLUMN:

* Bepudwkauna guarHosa — oo 7 gHen

* Pernctpauma B HaumoHanbHOM ueHTpe B dopmaTe obpaiieHusi B PepepanbHbiv
TENEeKOMMYHWKALMOHHBIN KOHCYyNbTaTuBHbIA LeHTp (PTKL HMULL AFON um. Omutpus
PoraueBa)

+ KoHcynbTaumm y y3kmx crneuuanvcros

KOMMNNEKCHOE/KOMBUHUPOBAHHOE JNIEYEHUE:

= B COOTBETCTBUM C KIIMHAYECKUMU PEKOMEHAALMSIMU U/UIN PEKOMEHAALIUSMI
deaepanbHbIX LEHTPOB

= B cooTBeTCTBUM C NopsiikaMy Oka3aHWsi MOMOLLM (C UCTONb30BaHUEM
NpoheCCMOHaNbHOro CTaHAapTa No CrneLnanbHOCTU «AETCKas OHKONOrMs/reMaTonorus»)

= [pn Hann4un 4OGPOBOILHOMO MHHOPMUPOBAHHOTO COrNacus cemMmbi/naumeHTa

MonuxumunoTepanus Tepanus 6uonornyeckmu npenaparamu
(aHTHTENA M Op.)
Xvpypruyeckoe
neveHvie OunddepeHumpytoas Tepanusi

BoamoxHo CPABY nocrie.
demcko20 oHKonoza/eemamonoza

Il 3TAN / KnuHnyeckas rpynna I, IV

g

Bpau-getckuii

OHKoror/remMaTtonor
NOSNMKIMUHUYECKOTrO

OTAeneHus:

= KOHCYyInbTauus
= KOHTPOSib
noo6cernenosaHns

B CTALUMOHAPAX
MO 3-I'0 YPOBHS:

= MeTpoHOMHas
Tepanus

*  [AudbdpepeHumpytowas

Tepanus (XMJ1

W Apyrue cocTosiHus)

= [lannuaTtuBHas/

cuMnTomMmaTunyeckas

Tepanua

B OHKOJIOr'MYECKUX

OUCNAHCEPAX

FocnuTtanusauus,
ambynaTopHble kapTbl

depepanbHble yypexaeHus (Bknodas HMULL). OkasaHne MeauumMHCKOM NoMOLLM
B pamkax BMTT, knuHuyecko anpobauumn, OMC

®OPMATbI OKA3AHUSA MEOULMHCKOWN MOMOLLU:

6a3sl OMC

OTKL HMUL, oroun

[eueHTpanusaums ' um. AMuTpusa

PorayeBa

= BbINONHeHWe Bcex 3TanoB ANArHOCTUKW U NeYeHnst

= licnonHeHune aTtana (BbICOKOTEXHOMOMVYHAS XMPYPIUsi, TPAHCNNAHTaLMS FeMONoSTUYECKNX
CTBOMOBbIX KNETOK U Ap.)

= OkcnepTHasi paboTa (HanpaBneHve B UHblE LIEHTPbI, B TOM YKcne 3apybexHble)

= 3KCrepuMeHTarnbLHoe NevyeHne

CHATUE C NNEMEHWUA / Knunnyeckas rpynna lll

= Bbi3gopoBneHue/pemuccust
= [lporpeccus 1 onpeaeneHue nokasaHui
AN NanauaTMBHOM NOMOLLW

OnpepeneHne nokasaHnn
ans peabunuTauum

IV 3TAI

Pea6unutauus B NIPHL| «Pycckoe none»

= MO 3-ro ypoBHsi

Puc. 4. [Ipumep mapwpymu3sayuu nayuenma 6 0emcKoi OHK0A0UU-2eMAMON0UU

Onpepgenexve

3TanHoCcTn
OKasaHua nomMmoLn

OMPEAENEHUE MOKA3AHUW K ONUTENBLHOW TEPANUK

[OnutenbHas Tepanus Nog KOHTPOnem:

= Bpauya-4eTcKoro oHKoriora/remarorsiora 1 neguartpa no
MECTY XUTEMNbLCTBa
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The child has complaints/symptoms, nonspecific Pediatrician in outpatient clinic /General
manifestations practitioner
Emergency / urgent hospitalization e ..
9 y 9 P Additional examination /

Emergency conditions (superior vena cava syndrome, tumor lysis syndrome, acute renal/hepatic 7-12 calendar days

or respiratory failure, other)

The clinical presentation of cytopenia prior to the complete blood count (hematoma, severe
anemic syndrome)

Acute surgical condition (tumor-like painful mass, other)

Acute neurological condition (seizures, sopor state, another)

= General clinical and instrumental
methods of examination (Complete
and biochemical blood analysis,
ultrasound, CT and MRI with
contrast enhancement)

Informing the pediatric = Oncomarkers

INDICATIONS FOR hematologist / oncologist on
HOSPITALIZATION patient admission

If it is impossible to carry
out certain types of

HOSPITALIZATION examination within the

Additional ' specified period -

examination time HOSPITALIZATION TO

I STEP / Clinical group la 1-2 days u THE HOSPITAL IS
RECOMMENDED
Medical institution (MI) of 15t and 2" level / Department of Pediatrics / Pediatric Surgery
GOAL: define of indications and transfer to a specialized unit (specialized beds) pediatric pediatric
Hematology/Oncology at Ml of 3" level (or to MI, assignes as Ml of 3™ level) hematologist /
oncologist of

outpatient clinic :

Il STEP / Clinical group la - I

M1 of 3"level (or to M, assigneD as Ml of 34 level) — specified in the passport service
(Appendix 2 and Catalogue of Children's Centers of Hematology-Oncology)

= consultation
= control of additional
examination

FUNCTIONS:
« Diagnosis verification — up to 7 days AT MI of 3" LEVEL :
* Registration in the National center in the format of request to the Federal
Telecommunications Advisory Centre (FTAC Dmitry Rogachev Centre)
« Consultations with specialists
= Metronomic therapy
= Differentiating therapy

COMPLEX / COMBINED TREATMENT: (CML and other
= In accordance with clinical recommendations and/or recommendations of Federal conditions)
centers ] ) ) . ) = Palliative /
= In accordance with the procedures (using a professional standard in the specialty symptomatic therapy
pediatric Oncology/Hematology) )
= With the voluntary informed consent of the family/patient 2
=
Polychemotherapy Therapy with biological medicines AT CANCER CLINICS =
(antibodies, etc.) 4 “
—
— Hospitalization <
Surger ’
gery Differentiation therapy patient card E
D
T
Ny
O O Pus‘s\b\e referring IMMEDIATE‘LV after the consultation of =
1 STEP / Clinical group ", [\V/ pediatric hematologistioncologist
D tralizati ‘ FTAC Dmitry -
Federal agencies (including National Centers). The provision of medical ecentraization o Rogachev Centre
) . S T ; ) the base Medical
assistance under the High-tech medicine, clinical trials, Medical Insurance. |
nsurance n
FORMATS OF MEDICAL CARE : -
Determining the

= Performing all stages of diagnosis and treatment ’ ;

= Performing the stage (high-tech surgery, transplantation of hematopoietic stem cells, etc.) “ Stag'”g of medical
= Expert work (referring to other centres, including abroad) assistance

= Experimental treatment

WITHDRAWAL FROM TREATMENT / Clinical group lil

= Recovery/remission
= Progression and determination of

indications for palliative care DETERMINATION OF INDICATIONS FOR ENDURING
TREATMENT

Enduring treatment under control:

determination of

IV STEP indications for

rehabilitation = Ml of 34 level
= pediatric hematologist/oncologist and pediatrician at the
place of residence

Rehabilitation at Rehab Center
"Russian Field"

Fig. 4. An example of patient routing in pediatric oncology-hematology
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Poccuiickuii xypHan JETCKOU TEMATOJIOTUU u OHKOJIOT U

Ta6muma 2. O6sedunennviit SWOT-ananus no cmpanam CHI (obwue 3axonomeprocmu)

Table 2. Combined SWOT analysis by CIS countries (general patterns)

» EqviHbIe TOIXOIBI K OPraHU3AIMHK IETCKOTO 3MPaBOOXPAHEHHUSI
Unified approaches to the organization of the children’s health care

» Cxoxue nouxosl K auarHoctuke u edeHuio 3HO y neteit

(B psiie CTpaH — eMHbIC HAIIMOHATBHbBIE PEKOMEHIAIINN)
Similar approaches to the diagnosis and treatment of the children’s MNP
(in a number of countries — unified national recommendations)

* [loanepxka u huHAHCUPOBAHKE CO CTOPOHBI FOCYAapCTBa
Support and funding from the government

* BbICOKOMOTHBUPOBAHHbBIE CHIELIUATUCTBI

Highly motivated specialists

* BO3MOXHOCTB UCITOIb30BaTh EAUHBINA SA3bIK OOLIEHUST
Ability to use the common language for communication

» CosznaHue COBMECTHBIX IIPOTPAaMM B 00JIACTH Pa3BUTHS CUCTEMbI
JIETCKOTO 3 PaBOOXPaHEHMSI

Establishment of joint programs in the development of the children’s
health care system

» Co3naHue ennHoii cuctemsl yyeta aereit co 3HO (merckuii KaH-
LIep-PETUCTp)

Establishment of a single recording system of the children with MNP
(children’s cancer register)

* PasBuTue TpaHCIUIAaHTALMKM TEMOITO3TUYECKUX CTBOJIOBBIX KJIETOK
U IPYTUX BBICOKOTEXHOJIOTMYHBIX METOIOB JIEUEHUST

Development of the hematopoietic stem cell transplantation and other
hi-tech treatment methods

* VBequueHue Y1cia MyJIbTUIIEHTPOBBIX KIMHUYECKUX MCCIIe0Ba-
HMI ¢ BKJIIoYUeHHEeM B HUX Bcex ctpaH CHIT

Increase in the number of the multicentre clinical researches with the
inclusion of all CIS countries

» Co3naHne COBMECTHBIX 00pa30BaTeIbHBIX IIPOTPAMM

Creation of joint educational programs

* He Bcerna nomwkHoe hMHAaHCUPOBAHUE CITYKObI I€TCKOI OHKOJIOTHH -
TeMAaTOJIOTUH

The financing of the pediatric oncology-hematology is not always properly

+ HexBaTka ocTyIma K BBICOKOTEXHOJIOTMYHBIM METOIAaM TUATHOCTUKI
M JICYCHUsI, PsILY JIEKAPCTBEHHBIX MPernapaToB

There is lack of access to hi-tech diagnosis and treatment methods

and to a number of medicines

» OrcyTCcTBUE €AMHBIX CTAHAAPTOB JICYEHUS U1l MHOTHUX 3a00JIeBaHUI
There are no common treatment standards for many diseases

» Huskas akageMuyeckasi akTHBHOCTb

Low academic activity

» HexBatka crieimagncToB

Shortage of specialists

» OTcyTCTBUE LIEHTPOB PeabUIMTALIMY U MTATMATUBHOM MOMOLIM
NIETSIM, B psifie CTPaH — HU3KUI yPOBEHb COTIPOBOAMTEIBHOM TepaTii
There are no reconditioning centers and children’s palliative care centers,

and in a number of countries there is a low level of the accompanying therapy

* [Mo3aHssT AMAarHOCTHKA OHKOJIOTHYECKKX 3a00JIeBAHUI y eTei
Late diagnosis of the oncological diseases in children

+ DUHAHCOBBIE TPYIHOCTU (CHIDKSHME 3apIliaT, HeXBaTKa MeInKa-
MEHTOB M PACXOIHBIX MATEPHATIOB)

Financial difficulties (wage reduction, lack of medicines and
consumables)

* YMeHbIIIeHUe TOCYTapCTBEHHOMW MOIIEPXKKI

Reduced government support

* YcusieHue rocy1apcTBEHHOTO KOHTPOJIS

(cyneGHOe TIpecieoBaHe)

Strengthening of state control (prosecution)

4.  OpraHu3zauus J€TCKOTo 3IpaBooXpaHeHus: (hop-
MMPOBAaHME €IMHBIX ITOAXOA0B K OpraHM3aluy IMOMOIIU
netsam co 3HO nHa Tepputopun EBpazuu.

5.  Pa3Butue oOpa3oBaHMSI MEAULIMHCKMUX CeCcTep
B cTpaHax EBpasumn.

Hnvte unuyuamuent

B pamkax MHBIX MHULMATUB BBIMOJIHSJIMCH aHAIW3
HOPMAaTUBHBIX aKTOB M IPOpabOTKa BOIPOCOB JIeKap-
CTBEHHOTO OO0ECIeUYEeHUsT JeTeil ¢ TreMaTOJOTUYeCKMMU
M OHKOJIOTMYECKMMM HeayraMu. BbUl BBIMOJHEH aHa-
JIN3 HOPMATUBHOM 0a3bl B 00J1aCTH JETCKOM OHKOJIOTUM
U reMarosioruu, chopMyaupoBaHbl MpeIoxeHus. Tak,
B LIEJISIX COBEPIIEHCTBOBAHUS paHHell OuaeHoCmuKu Tpedy-
€TCSI BBIITYCK JIOTIOTHEHMI K TTpuKa3y MuH3npasa Poccun
Ne 514n ot 10.08.2017 «O Ilopsimke TIpoBeACHMS TIPO-
(bmnakTHYECKMX MEIULIMHCKUX OCMOTPOB HECOBEPIICH-
HOJICTHUX» C BBEIIEHMEM HOBBIX I'PYIIN y4eTa Ha OCHOBA-
HUM Ipynn pucka no pas3putuio 3HO (HegoHOIIeHHEbIE,

MaJIOBECHBIC JETH, METH C TeHETUUYECKUMM CHUHIpOMaMU
u 1p.). CoBeplIEHCTBOBAaHUE CUCTEMbI ydeTa JETCKUX
OHKOJIOTMYECKMX 3a00JIeBaHUII C ITOCTEIIEHHBIM BBIBE-
JIEHUEeM MX B OTIEJbHBIC CHCTEMBI C 3aKpeIJICHUEM Ha
3aKOHOJATEIbHOM YPOBHE (110 IIPUMEPY B3POCIIBIX ALy~
€HTOB C OHKOJIOTMYECKUMM 3a00JIeBaHUSIMU, YIET KOTO-
pPBIX perlaMeHTUpyeTcsl nmpukazoM MuH3znapaBa Poccum
Ne 135 ot 19.04.1999 «O coBeplIeHCTBOBAHUU CUCTEMBI
TocynapcTBeHHOTO pakoOBOIO peructpa»). B Hacrosiee
BpeMsI y4eT JAeTeil BeIeTCS B COCTaBe B3POCJIOrO KaH-
LIep-perucTpa 1 Mmo3ToMy MHGbOPMAaIUs MTOCTyIaeT pa3-
PO3HEHHO, MMEIOIIAsICS CTaTUCTUYECKasi OTYETHOCTh He
MO3BOJISICT B IOJDKHOM Mepe ITPOBOIUTD OLIEHKY KayecTBa
JIeYCHUsT M OTHAJICHHBIX Pe3yJIbTaTOB Tepanuu. B pse
cJIyJaeB ITOKa3aTesIn OOIIell BBLKUBAEMOCTH MOTYT OBITh
3HAYMMO YJIyYIIEeHbI MIPU PACIIMPEHUN TTepedHsT 3a00J1e-
BaHUIi, B OTHOLIEHWH KOTOPBIX IMPOBOIUTCSI CKPUHMHT
comnmacHo ITpukasy Munsapasconpaszsutust PO Ne 185 ot
22.03.2006 «O MaccoBOM 00C/IEA0BAaHUK HOBOPOXKIEHHBIX
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JeTell Ha HacCJIeICTBeHHbIC 3a00/eBaHus». B yacTHOCTH,
TpeOyeTcsl MO3TAITHOEe BHEAPEHNE HOBBIX METONOB CKPH-
HUHTa Ha OCHOBE COBPEMEHHBIX TEXHOJOTUI1, BKIIIOYas
TREC/KREC.

Oo6cyxaeHune

B nensix ontumMu3any AMarHOCTUKY U JISYCHUS AeTei
C reMaTOJIOTUYCCKUMM M OHKOJOTUYECKUMU OO0JIC3HSIMU
ynajnoch oobenuuuth yewnus HOAI'O, HMUL ITOU
nM. JImutpus PoraueBa, HMII u 3apyyuTtbcsl momaepxk-
kot Munsapasa Poccuu, BO3 u JleTrckoro uccienoBa-
TeJbcKoro rocnutanst Csgroro Mynpl.

B pamkax mocTaBieHHbBIX 3a1a4 1o peanusauuu Ilna-
Ha pa3BUTUS MEIULIMHCKON ITOMOIIM ACTSIM I10 TPODIITIO
«JI€TCKasi OHKOJIOTHSI 1 TeMaTOJIOTUS» YIaaoCch chopmy-
JINPOBaTh MIPUOPUTETHBIC HATIPABIICHHSI, KOTOPBIE U OBLIN
peaan3oBaHbl COBMECTHBIMU YCUIUSIMU.

OmHoli M3 KIIIOUEBBIX 3afay SIBISICTCS YemKuil yuem
u peeucmpayus demeii co 3HO nns onpeneneHus moTpeod-
HOCTe# 1 huKcaluu pe3yabTaToOB Teparuy — 3TOT BOIIPOC
CBSI3aH HE TOJIbKO C HEOOXOAMMOCTHIO CTATUCTUYECKON
00pabOTKY U TIPEACTaBICHUS JaHHBIX, HO U C TJIaHUPO-
BaHUEM 3aTpaT. AKTyaJIbHbIE CBEICHHUS O IOTCHIIMAJe
CITyKOBI TETCKOI OHKOJIOTMM-TeMATOJOTUH B KaXIOM U3
cyonekToB PD 1 B 11€J10M 110 CTpaHe CTAaHYT 0a3MCOM ISt
IJIAaHMPOBAHUS IIPOTPaMM paHHE JUArHOCTUKU U CKPU-
nunra 3HO y nereir [23], obecrieueHUsT ONTUMAJIbHOM
MapIIpyTU3alUY MaleHToB [8, 9], mMporHo3mpoBaHUS
obbeMa TOTpPeONIeHUsT JIEKAPCTBEHHBIX CPeAcTB [24],
IUIAHUPOBAaHMUSI O0ObeMa MOATOTOBKM Bpadyeil M Memu-
LUHCKUX cecTep [25], oomeHa umHopmanueit ¢ MO
pa3IUYHBIX YPOBHEH, OopraHM3alluM Oo0beMa IaJljiva-
TUBHOMI TTomo1u [26].

B xone coBMecTHOI neITeIbHOCTH I10 MaCIopTU3aL U
CITy>KOBI IETCKON OHKOJOTMHU-TEMAaTOJOTUM OBLIO BBISIB-
JIEHO, 4TO B psijie cyobekToB PMD oTMeuaeTcss HeAOCTaTOK
KO€K, OTCYTCTBYIOT CIIELIMATMCTHI OHKOJIOTU-TeMAaTOJIOTH,
HET BO3MOXHOCTU IIPOBEICHMS HEKOTOPBHIX HEOOXOIM-
MBIX BUIOB AUArHOCTUKHU (PaalOM30TOIHAsI, UMMYHOTH-
CTOXUMUSI, UMMYHO(DEHOTUIIMPOBAaHYE U T. 11.).

OmHMM U3 KJIIOYEBBIX aCTEKTOB PAa3BUTHSI ITOMOIIIH,
[0 JTaHHBIM ITOJYYEHHOTO 3KCIIEPTHOIO MHEHMS TJIaB-
HbIX BHEIITATHBIX JETCKMUX CIICLUAIUCTOB, SIBJISCTCS
OINTUMU3ALIMSI CUCTEMBl PAacyeTOB B JICUCHUM NETCKMX
OHKOJIOTUYECKMX 3a00JieBaHMIT 3a cueT (popMUPOBaAHUSI
enquHbIx ToaxomoB B cucteme OMC, BMII u npyrux
WCTOYHUKOB (DMHAHCUPOBAHUS C YYETOM peasIbHBIX
3aTpat U OIpeAesieHre ONTUMAIbHON MO pedhepeHca
MMaTOJOTMYECKOro MaTepuasia M Bu3yaau3aluuu c¢ dop-
MHUpOBaHMEM pedepeHcHoro leHTpa Ha 6aze HMMUIL
JATOU um. Imutpust PorayeBa, ¢ BKIIOYEHUEM JaHHBIX
yeayr B oruiaty B cucteMe OMC ¢ BHeceHMeM U3MEHe-
Huii B @enepanbHblii 3akoH Ne 326 «O6 00s13aTeIbHOM
MEIULIMHCKOM cTpaxoBaHuu B Poccuiickoii Denepann»
u IIporpaMMmy TrocymapCTBEHHBIX TapaHTHl OKa3aHUsS
rpaxkapaHaMm OecruiaTHOM MeIuLIMHCKOM oMo, Kpome
TOTrO, OTMEUEHO, UYTO B LIEJISIX peaIn3allui BCEX BO3ZMOX-
Hocteli KP tpebyercs manbHeitas nopadorka ITopsinka

Ha3HAYeHMSI M BBIIMCBHIBAHUS JIEKAPCTBEHHBIX IIperia-
paToB, YTBEpXIEHHOTO MpukazoM MwuH3apaBa Poccun
Ne 11751 01 20.12.2012, rme OyaeT yrpolleH J0CTy AeTei
co 3HO k He3aperucTpupoBaHHBIM IIpernapaTaM, paBHO
Kak M paclIMpeH IepedyeHb MpernapaToB, He IOIyCKalo-
LM UCIIOb30BaHUE TXKEHEPUKOB U OMOaHAJIOTOB.

IIpu omnpeneneHum mokaszaTeneil 3abo0JieBacMOCTHU
OTMEUEHO, YTO B HACTOSIIIEE BPEMSsI CTaATUCTUYECKUE (hOop-
MBI I10 3200JIeBa€MOCTU U CMEPTHOCTU B PD ocHOBaHBI Ha
komax MKbB-10, koTopble B OCHOBHOM OPMEHTUPOBAHBI
Ha B3pOCJI0e HaceJeHKe, II03TOMY IS psiia HO30JI0TMYe-
cKux (opM OLIEHUTh JAaHHBIC MOKA3aTeIu HE MpPEeACTaB-
Ji1eTCss BO3MOXHbBIM. C y4eTOM M3JI0KEHHOI0, COIIACHO
pekoMeHpanusaM akcreptoB BO3, miusg kimaccubukammmn
3HO y neTeit noKHA MCIOIB30BaThesl MekmyHapomHast
kinaccudukanus omyxosueit y aeteit (ICCC-3), ocHoBaH-
Hasi Ha MOP(OJIOTUYECKUX KOJAaX. DTOT BOIIPOC SIBJISIETCS
KpaiiHe aKTyaJIbHbIM B KOHTEKCTE BHEIPEHUsI OOHOBJICH-
HOI CHCTEMBI y4eTa 1 IaCIIOPTU3aLIUHU.

SWOT-aHanu3 nmokaszaj 3HauyMMbIe pa3Indus B CTpa-
Hax EBpazum (CHI) mo psmy KitodeBBIX IMapaMeTpOB.
Tak, B psiie cTpaH OTCYTCTBYIOT 0a30Bble JUATHOCTHUYE-
CKHUE TEXHOJIOTMHM (MMMYHOTMCTOXMMUYECKUE UCCIEI0-
BaHUsI, IMTOTEHETUKA U AP.), UYTO JeJaeT HEBO3MOXKHBIM
Ha TeKYyLIUi MOMEHT BBIIIOJIHEHUE €AUHBIX IIPOTOKOJIOB.
DTOT BOIIPOC MOXET OBbITh PElleH B paMKaX HaJlaXKBaHUS
Koorepaluu B peruoHe. PerieHue mpo6ieM HEBO3MOXKHO
0e3 yuactus pykoBojacTBa ctpaH EBpasum (CHT) u pas-
BUTHSI CUCTEMbI IETCKOIO 3IpaBooxpaHeHust. TpebyeTcs
yperyjampoBaHue U JPYyrux BOMPOCOB, CBSA3aHHBIX C HEOO0-
XOAMMOCTBIO CO3IaHUsI €AUHbBIX IIPOrpaMM, HaIlpaBJeH-
HBIX Ha paHHIo AuarHoctuky 3HO y gereii, Tak Kak
MHOTHE CIIELIHUATUCThI OTMETHIIN 3Ty IIPO0IeMy KaK OIHY
M3 BeIYLIMX B pErMOHE.

3akioyenne

Cotpyaauyectso HOJAI'O u HMUILL ATOU um. Amu-
Tpus PorayeBa B 001acTM AETCKOW OHKOJIOTMM U rema-
tosoruv B P® okazanoch IMIOAOTBOPHBIM U ITO3BOJIMIO
PEeLINTD ITUPOKUIL KPYT ITPOOJIEM, BEISIBUTH C1a0ble TOUKHU
U OIPENC/]UTh JAJbHEHUIINE OEMCTBUS MO YIYyYIICHUIO
paboTHI TPO(PUIBHOM CITYKOBI.

b cchopMypoBaHbl TIPEIIOXKEHUSI, peaTnu3ais
KOTOpPBIX OyIeT CIocOOCTBOBATh CHIKEHMIO 3a00JIeBaeMO-
CTU M CMEPTHOCTH JIETeH ¢ OHKOJIOTUYECKMUMU 1 TeMaTOJI0-
TUYECKUMU 3a00JIeBaHMSIMU, a TAKIKE ITOBBIIIIEHUIO KaYeCTBa
OKa3aHUsI MEIUIIMHCKOI ITOMOIIN JETCKOMY HaceJIeHUIO.

1. Pa3paboTka pernoHaJlbHbIX IIPOrPAMM C LIEJEBbI-
MU UHAMKATOPAMU IO CHIKEHUIO0 cMepTHOCTH oT 3HO.

2. CozpaHue MeXpermoHAIbHBIX JETCKUX LIEHTPOB I10
MPOGUIISIM «IeTCKasi TeMaTOJIOTHS» U «IeTCKasi OHKOJIOTHSI»
non ynpasiaearnemM HMULL JITOU nm. [Imutpust Porauesa.

3. IpenynpexneHue pa3BUTUS WHQEKIIMOHHBIX
OCJIOKHEHMII B TIpoliecce CIelu(puyeckoil Teparmu,
coznanue B MO otaeoB MH(GEKIIMOHHOTO KOHTPOJIS.

4.  [IpuHUMIIMATbHBIE U3MEHEHUST MOCTAUTIOMHOM
MOATOTOBKU KaapoB (MEXIMCIUIUTMHAPHAST OHKOJIOTHSI-
TeMaToJIOTHSI).
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5. KaramHecTnyeckoe HaOtOIeHUE NETel ¢ OHKO-
JIOTUYECKUMU U TeMATOJIOTUYECKUMU 3a00JIeBAHUSIMMU.

6. TloBblllleHME OOCTOBEPHOCTH CTATUCTUYECKUX
JAHHBIX IyTEM CO3[aHUsI CUCTEMbl y4eTa IeTeil C OHKO-
JIOTMYECKMMU M TeMaTOJOTMYECKUMU 3a00JeBaHUSIMU
M BHECEHMEM HM3MEHEHMII B MMEIOIIYIOCS CTaTUCTHUYE-
CKYIO OTYETHOCTb, €€ IMPUOIMKEHUE K MEXIYHAPOIHBIM
cTaHAapTaM.

7. Pa3BuTue MEIULIMHCKON IIOMOIIM MOETSIM CO
3HO 3a cuet onTUMM3aLMY MapIIPYTU3ALIMN TALIUEHTOB,
pacupeHust U yHudukauuu cucrembl OMC B meTckoit
OHKOJIOTMU-T€MaTOJIOTH, B TOM YUCJIE C YUETOM BbICOKO-
TEXHOJIOTMYHBIX METOAOB JIEYCHHUsI 1 MepecMOTpa MaTo-
JIOTMYECKOTO MaTepuaia v JAHHBIX BU3YAJIU3ALMH.

8.  CopelicTBUE CHATUIO aIMUHUCTPATUBHBIX Oaphe-
POB /ISl ALIMEHTOB KaK B JIEKAPCTBEHHOM OOCCIICYeHU U,
TaK M B JOCTYyIle K BBICOKOTEXHOJOTMYHBIM METOIaM
Tepanuu (TpaHCIIaHTALUsI TEMOITO3TUYECKMX CTBOJIOBBIX
KJIETOK, MMMYHOTEPAIIMs paKa v ap.).

B mporiecce coTpymHuUecTBa OblIa IIPOBEACHA OLIEH-
Ka COCTOSIHMSI CIIY>KObI AETCKOM OHKOJOTUM-TeMaToJIO-
ruu B Poccuu, B xome KOTOPOM 3aKJIIOYEHBI TOrOBOPbI
o corpynanuectee HOAT'O u HMUL AT'OU um. Imu-
Tpusi PoraueBa ¢ permoHanbHbiMu MO 3-TO ypOBHS.
Co3znaHa nepcoHnUuIMpoBaHHas 0a3a JaHHBIX PYKOBO-

JIUTeJIeil OpraHOB MCHOJHUTEIbHONM BJIACTU CYOBEKTOB
P® u rm1aBHBIX BHEIUTATHBIX IETCKUX CIIELIMAIKCTOB
OHKOJIOTOB M TeMaTOJIOTOB MJIs OCYIICCTBICHMSI Hayy-
HO-METOANYECKOTO PYKOBOACTBA.

IlocTeneHHbIli TIepexom K CHUCTEME IIOATOTOBKU
KaJIpoB Ha OCHOBe akkpeauTanuu v HakoruieHust 3ET
MOIYEPKUBACT BEAYIIYIO POJIb MPO(eCcCHOHATBHBIX Opra-
HU3alUMli B HENPEepHIBHOM 0O0Opa30BaTeJbHOM IIpOLIECcCe.
HOJIT'O cBoeBpeMeHHO BKJIIOUMIIOCH B JAHHBII TTpoliece,
U B HACTOsIIIIee BpeMs IIPMHUMAET yIacTHe B ONpeaeIeHUN
nyteit pazsutusgs HMO, hopmupoBaHus crimcka Mepornpu-
SITUI, a TakKe B olleHKe nx KayecTna. Ynensl HOAT'O ume-
0T YHUKAJIbHYIO BO3MOXHOCTh MIPUHSTH YIacTUE B padboTe
KaXXIIOro M3 Ha3BaHHBIX BBIIIIEC 3JIEMEHTOB.

Pazpaborannbie u yrBepxaeHHbie I[IC Bpaua-re-
MaToJjIora, Bpaya-IeTCKOro OHKOJIOTa-TeMaToJjiora
¥ Bpada-TpaHchy3noIora IMo3BOJUIM ONpPeaeINTh Habo-
pbI 0a30BbIX HABBIKOB CITCIIUATIMCTOB.

AHaJIN3 TEKYIIEro COCTOSHUS OKa3aHUSI ITOMOIIM
JETSIM C TeMaTOJOTUYECKUMU U OHKOJOTMUECKUMU 3a00-
JneBaHusgMu B ctpaHax EBpasum (CHI') onpenennn kimo-
YyeBble TPOEKTHI, paboTa OyJeT MpPOIOJKATHCSI CHIaAMU
EBpAJO. D10 mpuBeneT K pocTy pe3yiabTaToB JICUEHUS
JeTeil ¢ OHKOJIOTUYECKUMM 1 TeMaTOJIOTUIECKUMU 3a00-
JeBaHusIMU B Poccum.
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Homorpamma ang onpepenexus nepsuyHo-pesucmeHmubix gopm
repMuHoOreHHbIX onyxoneii y aemeil

C.A. Kynesa, H.JI. ®aceesa, C.B. iBanoBa
DI'RY «Hauuonanwvhoiii meduyunckuil uccaedosamensckutl yenmp onxosoeuu um. H.H. ITemposa» Munzdpasa Poccuu;
Poccus, 197758, Cankm-Ilemepbype, noc. [lecounsii, ya. Jlenunepadckas, 68

Konmaxmmuuvie dannvie: Céemaana Anexcanoposna Kynesa kulevadoc @yandex.ru

Beeoenue. Ha ceecodnsawnuii denv 6 demckoil npakmuke cmpamupukayus NAyUeHmos ¢ eepMUH02eHHbIMU ONYX0AIMU NPOGOOUMCS NPU
nepeuuHOM 00cAe008aHUU HA OCHOBAHUU AUULb PACPOCMPAHEHHOCU NPOUecca U Xapakmepa npedulecmayroueil onepayuu, npu Smom He
VUUMBIBACMCS CKOPOCMYb CHUMICEHUS ONYX01€8bIX MAPKEPOB.

Ileavto uccaedosanus cmano cozdanue HOMO2pamMmyvl 045 OUASHOCMUKU NPOAOHEUPOBAHH020 nepuoda noayasumunayuu (I111) arvgha-
pemonpomeuna (APII) y nayuenmos ¢ eepMuHO2eHHbIMU ONYX0ASMU OA5 8bIAGACHUS KOLOPMbL GONBHBIX € XUMUOPE3UCTEHMHbIMU NPOYeC-
camu yice nocae UHOYKYUOHHOU NOAUXUMUOMEPANUU U MOOUPDUKAUUU UX NPOSPAMMbL AeHeHUs ¢ NepeX000M HA ICKAAUPOBAHHbLE U UHIMEH -
CUDUUUPOBAHHDBIE PEICUMbL.

Mamepuaaot u memooovt. C 1996 no 2017 e. ¢ omoenenuu xumuomepanuu u KOMOUHUPOBAHHOO NeHEHUs 3N10KAHECMBEHHbIX ONYX0aell
y demeit HMHUI[ onkonoeuu um. H.H. Ilemposa nposodunoce neuenue 72 nayuenmog 6 gospacme 0o 18 sem ¢ 3KCMpaKpaHuaibHuimMu
2ePMUHO2EHHBIMU ONYXOASIMU PA3AUMHOL NOKAAUAUUU, CPeOU HUX C ceKpemupyrouumu gopmamu 6viau 46 (63,9 %) demeii. B nacmoswem
uccnredoganuu 6oviau npoussedennvt pacuemot [T ADII.

Pesyavmamot. [1I1 ADIT sapvuposanr om 3 do 138 Oueii (cpednee 3nauenue cocmasuno 15,6 ons). Kpumuueckoe 3nauenue ypoes
1T ADII, npesviuienue Komopoeo Obl10 CONPANCEHO CO CHUNCEHUEM NOKazamenell svlycueaemocmu, cocmaeuao 6 ouell. Ilposedennuiii
VHUBAPUAHMHBLI AHAAU3 NOKA3AA 3HAHUMOE 8AUsHUe NPOAOHeauuu Kuhemuyeckux napamempogé ADII na oowyro evixcusaemocms (OB)
bonvHbix. OB npu ITI1 < 6 dneil 6vi1a pasna 85,2 * 7,9 %, npu IT11 > 6 oneii — 50,1+ 12 % (p = 0,01873). Yuumoiéas pacuemnvie 3nauenus
111, 6vira co3dana QyHKYUOHANBHAS WKAAA U ROCMPOCHA HOMOZPAMMA 0451 OuaeHocmuku nposoneuposannozo I ADII y nayuenmos
¢ eepMuHoeeHHbIMU onyxoasmu. Hugopmamuenocme ee Gvina caedyroujeii: uyecmeumenvnocms — 92,9 %, cneyuguurnocms — 63,6 %,
mounocmo — 72,3 %. Jloxwcnoompuyamensvhulii pezyasmam 0ol 3agurcuposar auws 6 1 (2,1 %) cayuae.

Boteodst. Bmopuunas cmpamughuxayus nayueHmos 00A4CHa npo8ooUmscs Nocae UHOYKYUOHHO20 AeHeHUs. ¢ UCHONb308aHUEM NPUHUUNOE
“response-based”-mepanuu. B makux cayuasx oas ouaenocmuxu chuxcenus: ckopocmu pacnada ADII nomoeaem Homoepamma, nozeo-
AsOUas 8vli8UMs Ko2opmy 004bHbIX ¢ npoaoHeayueli TTIT onyxoneeo2o mapkepa, mpeOyrOwy panHel 3cKaiauuy U uHmeHcupuKayuu
Ne4eOHbIX NPOSPAMM.

Karouegvie caosa: 6emu, CePMUHOCEHHblIEe 0Onyxoau, noauxumuomepanus, nepeuvHoO-pe3ucmeHmHoe meqernue, a/lbgba—gbemonpomeuﬁ,
HOMoOepamma

Jlas yumuposanus: Kynresa C.A., Daceesa H /., Heanosa C.B. Homoepamma oas onpedenenus nepsutHo-pe3ucmermubix Qoopm eepmuHo-
2eHHbIx onyxoaeil y demeii. Poccuiickuii wcypran demckoii eemamonocuu u onxonoeuu 2019;6(3):26—30.

Nomogram for the determination of primary-resistant forms of germ cell tumors in children

S.A. Kuleva, N.D. Faseeva, S.V. Ivanova

N.N. Petrov National Medical Research Center of Oncology, Ministry of Health of Russia;
68 Leningradskaya St., Pesochny, Saint Petersburg, 197758, Russia

Introduction. Stratification of patients with germ cell tumors is primary carried out depends on stage and previous operation, at the same time
is not considered the tumor markers decline.

The aim of the study was the nomogram creation for diagnostics of the prolonged alfa-fetoprotein (AFP) half-life (HL) in patients with germ
cell tumors in order to identify of a patients cohort with chemoresistant malignancy and to find treatment modification with transition to the
escalated and intensified modality therapy.

Materials and methods. Seventy-two patients less than 18 years old with extracranial germ cell tumors were treated in N.N. Petron National
Medical Research Centre of Oncology between 1996 and 2017, among them with increased AFP were 46 (63.9 %) children. AFP half-life
periods were calculated.

Results. AFP half-life varied from 3 to 138 days (the average value was 15.6 days). A cut-off point at 6 days was found. An unfavorable
decline in AFP was predictive overall survival (0S). OS rates were 85.2 £ 7.9 % and 50.1 = 12 % in patients with HL < 6 days, and
with > 6 days, respectively (p = 0.01873). Nomogram for diagnostics of the prolonged AFP HL in patients with childhood extracranial germ
cell tumors was built. Sensitivity, specificity and diagnostic accuracy of nomogram were 92.9 %, 63.6 % and 72.3 %, respectively. False
negative result was in one case (2.1 %).

Conclusions. Secondary stratification of patients has to be carried out after induction treatment with use of the principles of “response-based”
of therapy. The nomogram allowing revealing the cohort of patients with prolongation of the period of AFP HL demanding early escalation
and an intensification of medical programs helps with such cases for diagnostics of reduction in the rate of disintegration of AFP.
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BBenenue

[epMUHOTreHHbIE OINYXOJM OTHOCSTCS K Hauboiee
XMMMOYYBCTBUTEIbHBIM 3a00J€BaHUSIM M IpPEICTaB-
JISIIOT cO00I Monesib KypaOeabHOTO 3710Ka4eCTBEHHOTO
npouecca. Oxkosno 80 % manueHToB ¢ AMCCEMUHUPOBAH-
HBIMU (DOpMaMU T€PMUHOTEHHBIX OITyXOJIeii MOTYT OBbITh
U3JICYEHBl ¢ MPUMEHEHUEM IUIAaTMHOCOAEPKAIMX CXeM
noauxumMuorepanuu (ITXT). Tepanus «craceHusi» ¢ KOM-
OvHauMel cTaHIapTHBIX 103 LMCIUIaTMHA U MpernaparTos,
HE MCIIOJIb30BaHHBIX B WHAYKIIMOHHOM JIEUEHUHU, JAcT
BO3MOXHOCTb BBIMTHU B peMucculo eie 15—20 % 6oibHbIX
[1,2].

Ha ceromHsaimHuii AeHb B J€TCKOI MpaKTUKe CTpaTU-
dukaius Mauy¥eHTOB ¢ T'eéPMMHOICHHBIMU OIYXOJSIMU
MPOBOJUTCS MPU MEPBUYHOM OOCIETOBAaHUU Ha OCHO-
BaHUM PaCIpPOCTPAHEHHOCTU IIpollecca U XapakTepa
npeniiectsyloieit onepauuu [3—5]. I[Ipu 3ToM He yum-
TBIBAIOTCSI CKOPOCTh CHUXKEHMSI OIYXOJEBBIX MapKepoB,
JIO3HOBPEMEHHAsl UHTEHCUBHOCTD JIeYEOHBIX MPOrpaMM,
T. €. Te (haKTOPhl, KOTOPbIE MOXKHO OXapaKTepu30BaTh KaK
TeparneBTUYecKue. YeTKo He ompeneseHbl ONTUMaTbHbIE
aJITOPUTMBbl M CTAaHIAPTHI JICUSHUS NeTeil U MOAPOCTKOB
C 3THMMHU 3710Ka4eCTBEHHBIMU 3200J1eBaHUSIMU.

Ilenpio HacToOSIIEr0 MCCJAETOBAHMS CTAJIO0 CO3daHUE
HOMOTpaMMbl IS JUAarHOCTUKM ITPOJIOHTMPOBAHHOTO

nepuoga noaysnumuHanuu (ITIT) ansda-deronporenHa
(ADII) y maMeHTOB ¢ FTepPMUHOTEHHBIMU OITYXOJISIMU JUTST
BBISIBJICHUS YK€ TIOc/ie TpoBeaeHUs MHaAyKInoHHoi [TXT
KOTOPTHI OOJIbHBIX C XUMUOPE3UCTECHTHBIMU IIPOLIECCAMU.

MarepuaJjsl 1 METOIbI

C 1996 1o 2017 . B OTACJIEHUU XMMUOTEPAITMU U KOM-
OMHMPOBAHHOIO JICYCHHUs 3JIOKAYECTBEHHBIX OITyXOJeit
y nereit HMUWII onkonoruu um. H.H. IletpoBa nposo-
JUJIOCH JiedeHue 72 malueHToB A0 18 JeT ¢ aKcTpakpa-
HUAJIbHBIMU TE€PMUHOICHHBIMU OITYXOJISIMU pa3JIMYHOM
JIOKaJIM3aliK, CPEIU HUX C CEKPETUPYIOIIMMU (popMaMK
obtn 46 (63,9 %) nereit (tabnuua). CpemnHuii Bo3pact
O0onbHBIX cocTaBua 7 £ 5 net, menuana — 5,5 (0; 17) rona.
ITpeobnaman keHCKMiA moJt: AeBodek ObLIo 35 (76,1 %),
MaabuukoB — 11 (23,9 %). CooTHolleHue mo mojiay — 3:1.
B Bospacte 10 4 ner 661 21 (45,7 %) pebGeHOK, OT 5 10
9 ner — 5 (10,9 %) nereit, ot 10 no 14 — 13 (28,3 %) u ot
15 mo 18 — 7 (15,2 %) 6onbHbIX. [TpeBanrpoBain SUIYHK-
koBast (n = 22, unu 47,8 %) M KpecTIIOBO-KOMUUKOBAsI
(n =10, unu 21,7 %) noxkanuzauuu. TecTUKYJISIpPHOE TTOpa-
JKE€HMeE BBISIBJICHO B 3 (6,5 %) citydasix. Y TpeTu allMeHTOB
MOpP(hOJIOrMYecKy AMarHoCTUPOBaHa He3peiasl TepaToMa
(n =15, wu 32,6 %), y 14 (30,4 %) nereii — omyxoJjib
SHIoAepMaibHOro cunyca, y 1 (2,2 %) neBoYKd — Auc-

I studies

Origina

271



Original studies

28

Poccuiickuii xypHan JETCKOW TEMATOJIOTUY u OHKOJIOTUU

repMuHoMa u 'y 3 (6,5 %) — sMOpuroHaIbHAsI KapLIMHOMA,
B 13 (28,3 %) ciydasix BCTpeTWIach cMellaHHas (opma
TepMUHOTEHHOM omyxoiu. Jlokaau3oBaHHOe 3a0o0jieBa-
uue (I-II cranum) BeisiBIeHO y 22 (47,8 %) nmereii, pac-
nipoctpanerHoe (III—-1V cranun) — y 24 (52,2 %) 6ob-
HbIX (cM. Tabauiy). 3HayeHue ADII BappupoBasio ot 22
10 328 000 Hr/mu1, MearaHa coctaBuiia 3746,25 Hr/mil.

BonbumucTBo 600abHbIX (1 = 30, uan 65,2 %) nony-
YUJIM TEparuvio COriacHO MpUHIMIIAM mpoTokojia TGM
(Tumor Germ Cell — repMHUHOTeHHBIE OITyXOJIN), OCHO-
BaHHBIM (PpaHIIy3CKOI TPYIINON MO AETCKON OHKOJIO-
run (SFOP/SFCE — Société Frangaise d’Oncologie
Pédiatrique/Société Frangaise de lute contre les Cancers
et leucémies de I’Enfant et de I’adolescent). JleueOHy10
nporpammy 1o 1porokoiay MAKEI-96 (Iepmanust)
nonayuniu 8 (17,4 %) nauuentoB. OcTalbHBIM OOJbHBIM
JIedyeHre MPOBOAMIIOCH I10 IUIATUHOCOAEPXKAILEH CXeMe
BEP (Bleomycin, Etoposide, Platinum — 0ieoMuIiuH,
aTOnOo3ud, nuciiaTul) (n =8, wiu 17,4 %).

Pe3yasTarhl Hcce10BaAHUS

B Hacrosmiem wuccienoBaHUM OBLIA ITPOM3BEICHBI
pacuetsl [TIT ADIT. 3a ocHOBY ObIIM B3 ThI MHULIMAIbHAS
BenuunHa Mapkepa (M0) u ero ypoBeHb mociie 2 IIUKJIOB
[IXT (M1). II1 6611 paccunTaH 1o cieayoleit popmye:

I = 3 xlog(2)
log(MO0) — log(M1)

brutn co3maHbl HECKONIBKO Moneseili MH(pOpPMaTHB-
Hoctu (ITIT ADIT m Homorpammbl) U ROC-KpuBBIX
(Receiver Operating Characteristic — omnepalMoHHas
XapaKTepHUCTUKA MIPUEMHUKA) C TTOPOTOM OTCedeHuUsI (cut-
off) u ouenkoit rmomanu moa kpupoii (Area Under Curve,
AUQC), 1711 yero ObLT MCIOJIB30BaH MaKeT MPorpamMM IS
onomeauIMHCKMX HayK “Medcalc”, version 12.2.1.0.

ITIT A®IT Bapbuposai ot 3 1o 138 gHeit (cpeaHee 3Ha-
yeHue — 15,6 aus) (puc. 1).

Ipanunne cpenrero 3nadenus I ADIT npu ycioBuu
HUCKIIOUEHUS «pa3Maxa» coctaBuiu 4,8—11,5 nHs.

Kputnueckoe 3Hauenue ypoBus I1IT ADIT (cut-off),
MPEBBIIIEHUE KOTOPOTO OBLIO COIPSIKEHO CO CHIDKEHUEM
MoKasaTejieil BBDKMBaeMOCTH, cocTaBuio 6 nHei. Ilio-
wanp nox ROC-kpusoit AUC — 0,647 + 0,0896, mak-

Puc. 1. 3uauenus I111 ADII ¢ 3adannoii gvi60pKe nayueHmos

Fig. 1. Values of the half-elimination period of alpha-fetoprotein in a given
sample of patients

Obwas XapaKkmepucmuka RAYUeHmos ¢ CeKpemupylouumu gopmamu
2EPMUHO2EHHOT ONYX0AU

General characteristics of patients with secreting forms of germ cell tumors

Bospacrt
Age

cpenHee 3HaueHue 7 + 5 et 46 100
average 7 £ 5 years
menuaHa 5,5 (0; 17)
median 5.5 (0; 17)

BospacTHble quana3oHbl

Age ranges
0—4 ronma 21 45,7
0—4 years
5-9 ner 5 10,9
5—9 years
10—14 ner 13 28,3
10— 14 years old
15—18 ner 7 15,2
15— 18 years old

TTon

Gender
MaJIbuUKN 11 23,9
boys
JIEBOYKU 35 76,1
girls

Jlokanu3zanus

Localization
AMYKO 3 6,5
testicle
SIMYHUK 22 47,8
ovary
KPECTII0BO-KOITYMKOBas 00J1acTh 10 21,7
sacrococcygeal region
JIpyTrasi TOKaIn3aust 11 23,9
other localization

Mopdosornyeckuii BApuaHT

Morphological option
OIYXOJIb 9HIOAEPMAILHOTO CUHYCa 14 30,4
endodermal sinus tumor
UCTEPMUHOMA 1 2,2
dysgerminoma
9MOpUOHATbHAs KaplIMHOMA 3 6,5
fetal carcinoma
He3pesiasi TepatoMa 15 32,6
immature teratoma
CMelllaHHast TepPMUHOTEHHAsT OIyXOJIb 13 28.3
mixed germ cell tumor ’
Cranust
Stage
1 18 39,1
11 4 8,7
111 7 15,2
v 17 37

cuMaiIbHBIN nHAeKC KOmeHa a1g 3Toro rokasateiiss ObLT
paBen 0,3869.

IIpoBeneHHbI YHMBapuUaHTHBIM aHaIW3 IOKa3all
3HAYMMOE BIIMSIHUE MPOJOHTAIIMM KMHETUYSCKUX Iapa-
metpoB ADII Ha o6uryio BekuBaeMocTh (OB) GONBHBIX.
OB mpu III1 < 6 nueii ObU1a pasHa 85,2 £ 7.9 %, npu
II1 > 6 gueit — 50,1 £ 12 % (p = 0,01873) (puc. 2).

YunteiBag pacyetHble 3HadueHus [111, Oblma cosmaHa
¢GYHKIIMOHAIbHAS IIKaja W IIOCTPOeHAa HOMOIpaMma
(puc. 3).

Vposenr A®DII ornpemenseTcss MHULMAIBLHO ITEpes
HavaJloM CIEeHUMUICCKOTO TTPOTUBOOITYXOJIEBOTO JIeue-
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Puc. 2. OB 6oavhbix 6 3aeucumocmu om 111 ADIT

Fig. 2. Overall survival of patients depending on the half-elimination period
of alpha-fetoprotein

Puc. 3. Homoepamma 0as ouaenocmuiu npoaoneupogannoeo 1111 ADIT
Y NAUUeHmMO8 ¢ 2epMUHOEHHBIMU ONYXOAAMU (6Ce 3HAueHUs 6bluie NUHUU
cHUmMaromes HebAa2oNPUAMHbIMU 8 OMHOUIeHUU HYBCIBUMENbHOCMU ONY-
xonu k unuyuansroii IIXT). Ilpumepvi: npu MO, pagnom 10 000 He/ma,
suauenuss M1 donxchol 6vimy < 80 ne/ma (cunssn aunus); npu MO, pagnom
500 ne/mn, M1 — < 15 ne/mn (3enenas aunus)

Fig. 3. Nomogram for the diagnosis of prolonged half-elimination of alpha-
fetoprotein in patients with germ cell tumors (all values above the line are
considered unfavorable in relation to the sensitivity of the tumor to the
initial polychemotherapy). Examples: with MO equal to 10,000 ng/mil, M1
values should be < 80 ng/ml (blue line); with M0 equal to 500 ng/ml, M1 —
< 15 ng/ml (green line)

Hus u nocie 2-ro nukia IIXT. ITo ocu abcuucc HoMo-
IrpaMMBbl OTJIOXKEHBI MHUIMATbHBIe TTapameTpbl ADII, 1o
ocu opauHaT — ypoBeHb ADIT mocne 2-ro mukna [TXT
(40—42-ii nan). Hampumep, ipu 3HaueHusix ATTD B ne610-
te 10 000 Hr/mia 3HayeHUsT M1 1oKHBI ObITH < 80 HI/MJT
(cubsit  yuHuUs), npu  A®II, paBHom 500 Hr/mi,
M1 — < 15 Hr/mn (3eneHas auHuUs ). Bee 3HaUeHus, KOTO-
pble HaxOASTCS BbIIIE KPACHOU (IuMaroHajabHOW) JUHUU,
SIBJISTIIOTCSI TTaTOJIOTUYECKMMU, T. €. CHUXEHUE YPOBHS
A®DII mpoxoauT oYeHb MEIJICHHO, YTO MOKET OBITh ITPH-
YUHOI XMMUOPE3UCTEHTHOCTHU Tpolecca. B Takux cuty-
alusX HEeoOXOAMMO paccMaTpuBaTh BOMPOC O paHHEM
9cKaJlalluy JIeYeOHOM MporpaMMbl ¢ BO3MOXHBIM Iepe-
XOJIOM Ha «BeTKy» ¢ Bbicokono3Hoii [TXT. Bce 3HaueHus
nepemenHoit ADIT (M1), Tormagarolme B 11ana3oH HIKe
KPaCHOM JIMHUM, CYUTAIOTCS HOpMOit (ammMmuHaumst ADIT
CUMTaeTCs afeKBaTHOM).

Kimaugeckuii mpumep

boavras 2 nem noaywana neverue no nosody mopghono-
euUecKU 8epuQUUUPOBAHHOL 2ePMUHOLEHHOU HECEMUHOMHOL
9KCMPACOHAOHOU  ONYX0AU, NPEeOCMABACHHOU  ONYXO0AbH)
acenmouno2o meuka. Huuyuanvnoe snauenue ADII 6vin0
12 854 ne/ma. Yuumvieas OanHvle 1a6OPaAmMOPHO-UHCIPY -
MEHMANbHLIX Memo008 uccaedosanuii, 0bina OuazHoCmu-
POBAHA  2ePMUHOEHHAST ONYXO0Ab KPecmiy080-KONHUKOBOU
obaacmu ¢ npopacmanuem 8 CNUHHOMO32060U KAHAN, Mema-
cmamuteckum nopayicenuem neekux, 1V cmaodus. Pebenok
cmpamuuyupogan 6 6vlcokyr epynny pucka. Hauama
unoykyuonras IIXT no npomokoay TGM. Ilocae 2-20 yuk-
A4 yumocmamu4eckoeo aedenus yposeHvs ADII cocmasun
4862 ne/ma. CoenacHo Homoepamme 3mo 3Ha4eHue Haxooum-
¢S 8blule KPACHOU AUHUU, YO NO360A5em ¢ YEEPEeHHOCTbIO
2060pUMb 0 HNPOAOHeAUUU Y NAUUCHMKU KUHEMUHeCKUux
napamempose ADII u omuecmu ee 6 epynny 60AbHbIX ¢ nep-
BUUHO-PE3UCMEHMHOL (POPMOTL 310KAUeCTNBEHH020 Npouec-
ca. Jlesouxa Oviia nepesedeHa Ha 6emKY ¢ 8bICOKOOO3HOU
IIXT ¢ nocaedyroweit aymonoeuuHoli mpancniaumayueil
eemonoamuueckux cmeonosvlx Kaemok (TIGER study
([TJrial of [I]nitial Salvage Chemotherapy for Patients with
[Ger[m Cell Tumors) (Alliance 0311102/EORTC 1407) —
NPOMOKOA UHUUUAAbHOU MePAnUU «CHACEHUS» 051 NAUUEeH-
mMo8 ¢ eepMuHO2eHHbIMU onyxoaamu)) [6].

MHbopmMaTBHOCTL HOMOTPAMMBI JIJISI IMArHOCTUKH
npoaonrupoBanHoro I1IT ADIT 6puta cienyoleit: 4yB-
CTBUTEILHOCTh — 92,9 %, cietiududHocTh — 63,6 %, TOU-
HOCTb — 72,3 %. JIo)KHOOTpULIATEIbHbII pe3ybraT ObLI
oTMeueH Jimib B 1 (2,1 %) cayuae. [nomans ROC-kpu-
Boit AUC — 0,782 £ 0,00555, mMakcuManbHBIN MHIEKC
IOnena mis sroro mokaszatenss ObL1 paBeH 0,5649
(» <0,0001).

Oo0cyxnenne
Haunnas ¢ 80-x romoB npoIuioro Beka, BeyTcs MOIMbIT-
KU cTpaTh(UKALUU MaLUEeHTOB B 3aBUCUMMOCTH OT IIPO-

Puc. 4. ROC-kpusas ungopmamusHocmu HOMOPAMMbL

Fig. 4. ROC curve informative nomograms
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raHosa 3aboneBanus. [IporHo3upoBaHue paHHETO OTBETa Ha
nHumanbHyo TTXT omyxoseit ctano oqHUM M3 OCHOBHBIX
HampapIeHUid B mnocieaHee Bpems. Ocoboe BHMMaHUE
yAEJSIETCsS] OITYXOJIEBBIM MapKepaM IIPU CEKPETUPYIOIIMX
3JI0KAYEeCTBEHHBIX IpoLieccaX. B MporHocTMYecKux Kiaccu-
(bukaLMsax HEPeIKO UCIOJIb3YIOTCSI YPOBHU ChIBOPOTOYHBIX
onyxoJieBeIx MapkepoB (ADPIT 1 XoprOHMYECKOro roHazm0-
TPOIIMHA YeJIOBEUECKOI0), MOBBILIEHNE KOTOPBIX OTMEUAET-
cs1y 80 % nalueHToB ¢ AMCCEMUHUPOBAHHBIMU (hOpMaMu
TrepMMHOTEeHHBIX Heorasnii [7]. CKopocTh HopMau3aln
OIIYXOJIEBBIX MAPKEPOB Y KAXI0r0 OOJIBHOIO pa3jiMyHa U ee
3aMeJIeHHe HEPEeNKO SIBJSICTCS IPOrHOCTUYECKM HebJia-
TONPUATHBIM (paKTOpOM TSl Mcxona 3aboneBaHust. OTcyT-
CTBHME MCCIEIOBAHMII BIUSHUS TMPOJoHTrMpoBaHHBIX TTIT
MapKepoB Ha OTHAJIEHHbIC Pe3YJIbTAaThl JICYEHUsI CBSI3aHO,
BEPOSITHEE BCEro, C HEIOCTATOYHOM OKA3aTeJIbHOCTHIO
MYJIBTUIIAPAMETPUYECKUX MOJIEIICH, Pa3IMYHBIMU ITOIX0/1A-
MU K OIIPEIEICHUIO CKOPOCTH CHIDKEHMS 3THUX ITApaMETPOB.
Tem He MeHee y 25 % NauyeHTOB IOCIE MEPBBIX HENEIb
nHumanbHoi ITXT ypoBHM MapKepoB OCTAlOTCSI TTOBBI-
IIeHHbIMH [8].

B Gosee paHHUX UCCIEIOBAHUSIX Ha B3POCIIOil KOropTe
MPOBOIMJIACH OLIEHKA IPOJIOHTaluy KoHLeHTpaunu ADIT
B CBIBOPOTKE KPOBU Y MALIMEHTOB ¢ HECEMUHOMHBIMU I'ep-
MMHOT€HHBIMM OIYXOJISIMA TPYIIIbl HeOJaronpusITHOIO
nporHo3a [8]. YueHble n3 MeMOpHaaIbHOTO OHKOJIOTHYE-
ckoro ueHTpa uMm. Cinoyna—Kerrepunra (Memorial Sloan-
Kettering Cancer Center, MSKCC), M. Mazumdar et al.,
B 2001 1. manu OLEHKY pe3yabraTaM CBOETO UCCIEIOBaHNUS,
B KOTOPOM 3aMeUIEHUE CKOPOCTU CHIDKEHMS OITyXOJie-
BBIX MapKepoB ObUIO MPEAMKTOPOM HEMOCPEICTBEHHbBIX
pe3yasraroB JedyeHust, OB 1 BeKMBaeMocTH 6e3 rporpec-
cupoBaHus [9]. OmHAKO HEKOTOPBIE MOMEHTHI OCTOXKHSIIN
WHTEPIIPETALINIO, B YACTHOCTU METOIOIOTHS cOopa oOpas-
LIOB KPOBM He IIpearioiarajga OIpeaeeHHbIi MHTepBall

BPEMEHU OT HavaJla JiedeHHs, pa30poc BO BpEMEHU COCTaB-
JISTOT 7 10 56 THei. DTo co31aBajio TPYIHOCTH ISl pacyera
ckopoctu cHmkeHnss ADIT. Hayunsle pa6otsl EBporneii-
CKOI1 OpraHu3alyy U3ydeH s paKa, BKIIOYUBIIME JaHHbIC
0 669 malMeHTax ¢ HECEMUHOMHBIMU I€PMUHOICHHBIMU
OITYXOJISIMM, TAKXKE TTOKA3a/I1 3HAYMMOE BJIMSIHUE HEe3aBU-
CHMOTIO IPEIUKTUBHOTO (DaKTOpa «CKOPOCTh CHUKEHUS
ADII» Ha dakT nporpeccupoBanus [7].

Hamu Oblma co3maHa HoMmorpamMma Jjisl AUarHOCTUKU
nposnoHruposanHoro I1IT ADII, koropast yduThIBaeT CKO-
POCTb CHIKEHMSI OITyX0JIeBOro Mapkepa. Ee ucrnosb3oBa-
HME UMEET OIPOMHBIM MPAKTUYECKUIA MHTEPEC, TaK Kak
IO3BOJISICT BOBPEMSI BBISIBUTh TPYIIITY OOJbHBIX C XUMUO-
PE3UCTEHTHBIMU IIPOLIECCAMU YK€ TO0CIe 2 LIMKJIOB MHIYK-
muonHoi IIXT m MomuduumpoBarh MporpamMmy Jeue-
HMSI 9TUX IALUEHTOB C IEPEXOJ0M Ha 3CKaJIMPOBaHHbBIC
¥ UHTeHCU(pULIMpOoBaHHbBIE pexxuMbl. MHDOpMaTUBHOCTD
HOMOIPAMMbI JOCTATOYHO BBICOKA (UyBCTBUTEJIBLHOCTbH —
92,9 %, cnetmduaHoOCTh — 63,6 %, TOuHOCTH — 72,3 %).

3aKmoueHne

I1pu nepBUYHOI cTpaTU(UKALMY OOJBHBIX C CEKPETH -
PYIOIIMMU FepMUHOTEHHBIMU OITyXOJISIMM Ha TPYTIIIBI pUCKa
HEO0XOIMMO UCITOIb30BaTh MHUITMATbHBIC 3HAYEHUS OITy-
XOJIEBBIX MapKepOB, KOTOPbIE MPEACTABISIIOT COO0I HeKM
WHAMKATOP OITyxoJeBoii Macchl. Kpome Toro, ypoBeHb
OHKOMAapKepOB IMIPUMEHSIETCS 1 KaK TToKa3aTeJb 3((GeKTUB-
HOCTM JiedeHus1. BropuuHasi cTpaTtudukanus IalnueHTOB
JIOJDKHA TIPOBOAMTHCS TIOCTAE€ WHAYKIIMOHHOTO JICYEHMS
yKe ¢ UCTTOJIb30BaHMEeM TIPUHLIMIIOB “response-based”-Te-
parmuu. B Takux ciayvasx Il AMArHOCTUKU CHUXKCHUS
ckopoctu pacrnaga ADPIT momoraer HoMorpaMma, IO3BO-
JISTIONIAs BBISIBUTH KOTOPTY OOMBHBIX ¢ MposoHrauueit ITI1
OITyX0JIEBOTO MapKepa, TPEOYIOIIMX paHHEW 3CKajalluu
¥ MHTeHCU((DUKAIIIN JTeUYEOHBIX TTPOTPaMM.
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B nacmosuwee epems ucnoavzyromes 2 cucmemvl cmaoduposanus nauuenmos ¢ Heipooracmomoii (Hb): Mexcdynapoonas cucmema cmaou-
posanuss Hb (INSS), komopas onupaemcs Ha 0anHble Xupypeuueckoeo amana aevenus, u Mexcoynapoonas cucmema cmaduposanus
epynn pucka HE (INRGSS), komopas ocrhogvléaemcs Ha OaHHbIX NPpedonepauuoHHOl 8U3yatu3ayu NayUeHmos U ebia8aaemvlx paKmopax
pucka. B cmamve npedcmaenen 0630p aumepamypbl, NOCEAUCHHbLI OAHHLIM PAKMopam pucka, memooam ux ouaeHocmuku (KomMnsromep-
HOUL U MACHUMHO-Pe30HAHCHOL momoepaguu) y hayuenmog ¢ Hb, memoduke ux onucanus, pacnpocmpanenHocmu Ha Smane NepeutHoi
OQUASHOCMUKU U 6AUSHUI) HA PE3YAbIMAMbL XUPYPeUHECK020 AeHeHUs U NPOSHO3 3a001e8aHUS.
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Beenenue

Heiipo6nacroma (HB) — 3710KayecTBeHHAs CONMUIHAS
OTYXOJTh, XapaKTepHast ISl IETCKOTO BO3pacTa, pa3BUBaeT-
Cs1 U3 BMOPUOHATILHBIX KJIETOK-TIPEIIIIECTBEHHUKOB CUM-
MaTHYECKOI HEPBHOW CUCTEMBI, COCTABIISIET OKOJIO 7—8 %
BCEX 3JI0KaYeCTBEHHBIX HOBOOOPA30BaHU B IETCKOM ITOTTY-
JISIMK 1 B 95 % ciydaeB pa3BUBaeTCsl B BO3pacTe JI0 5 JieT
[1-3]. Haubonee yacrag sokammzauust Hb — 3to obmacts
HajarmouyeyHukoB (35—40 %), nmapaBepTeOpaibHbIe HEPB-
HbIe TaHIJIMKU 3a0pIolIMHHOrO TpoctpaHcTBa (30—35 %)
u cpenocteHust (16—20 %), pexe OmMyxosib TopaxkaeTr
oGuacTh 1meu (2—3 %) u masoro taza (1-3 %) [4—6].

Hctopuuecku ¢ 1988 . mist OlleHKM pacripocTpaHeH-
HOCTH OITyXo0JieBoro Tipotiecca ipu Hb ncnonb3oBanach
MexnyHaponHasi cucTeMa CTalupoOBaHMS HelipobacTo-
™Mbl (International Neuroblastoma Staging System, INSS).
OHa sBsIeTCS TOCTONEPAllMOHHON CHUCTEMOW OIEHKU
pacrpoCTpaHEeHHOCTH TPOIecca, OCHOBBIBAIOIIEHCS Ha
aHaM3e aHAaTOMWYECKUX JaHHBIX JIOKAIU3alluu OIy-
XOJIEBOTO TIpollecca W pesyjbraTaX XUpyprudecKoro
JIeYeHUs, U 10 CUX TIOP IIMPOKO UCTIONB3YETCsI B KIIMHU -
YeCcKoil mpakTuke. TeM He MeHee INMpU MCTOJb30BaHUU
9TOW CHUCTEMBI OIIEHKA Pa3BUTHUSI BO3MOXHBIX PHUCKOB

XUPYPTUUECKOTO JIEYEHUSI W COIMOCTABJICHUE TaHHBIX
KJIMHUYECKUX UCCIEIOBAHUN MEXIY Pa3TUYHbIMU MEX-
NYHApOJHBIMU TPYMNIIaMU U OTIAECJbHBIMU LIEHTPAMU
KpaliHe 3aTpyIHUTEJbHbI, OCOOEHHO Yy JNEeTell C JIOKaIu-
30BaHHBIMU (hopMaMu 3a0osieBaHUs. B mepByto odepenn
3TO CBSI3aHO C T€M, YTO CTaaus 3a00J€BaHuUs MO CUCTEME
INSS 3aBucHT OT OmbITa XMPYPTUUECKOM OpUTAIBl U BO3-
MOXHOCTH BBIMOJHEHUS PAAUKATIBHOTO XUPYPTUYECKOTO
BMelIaTe bCcTBa (Tad. 1).

B cBsa3u ¢ atuMm xupyprudeckum Komutetom EBpo-
nefckoi rpynmnel mo ontuMusauuu tepanuu HB Obuin
pa3paboTaHbl U BHEAPEHBI B KJIMHUYECKYIO MPAKTUKY
(hakTOpBI prcKa, BBISIBASEMBbIE MPU MPOBEJCHUN BU3Ya-
JIN3aIIMOHHBIX MeTomoB mcciemoBaHus (Image Defined
Risk Factors, IDRF), mog kotopsiMu NOHUMAaIU CTaHIap-
TU30BAHHOE OMUCAHUE B3aUMOCBS3U OIYXOJIU C OKPYXa-
IOIIMMY KU3HEHHO BAXXHBIMU CTPYKTYpaMM 1O JAaHHBIM
npegonepaurMoHHoro odcnenoBanusi. Hannuure dhakropon
pUCKAa CHUXAJO BEPOSITHOCTH BBIMTOJHEHUS PaauKasb-
HOTO YNAJ€HUSI OIMyXOJW U OMPEAEJISIO MOBBIIIEHHYIO
YaCcTOTY Ppa3BUTUSL TIOCTOIMEPALIMOHHBIX OCJIOXHEHUN
y MALIMEHTOB C JIOKAIU30BaHHbIMU (hopMamu 3aboJieBa-
Hus [8].
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Ta6mma 1. Cmaouposanue Hb no INSS [7]
Table 1. The original International Neuroblastoma Staging System [ 7]

Jlokann3oBaHHast MAKPOCKOTIMYECKHU TTOJHOCTBIO YIAJICHHAST OIYXO0JIb C WK 0€3 MUKPOCKOITUYECKH OCTATOYHOI OIYXOJIU; UTICHIa-
TepaiibHble TuMdarryeckre y3ibl (JIY) He mopaxeHbl, 4TO MOATBEPXKAEHO MUKPOCKOTMYECKH (IOIMYCKAEeTCsl BOBJIEUEHUE HEITOCPE/i-
CTBEHHO TPUJISKAIIMX K OIyXOJIH TIOJIHOCTHIO ynanieHHbIX JIY)
1-51 Makpockonuuecku noaHocmuto yoareHHas cpeOuHHO-pacnoN0NCeHHAs ONYX0ab 0€3 NOPANCeHUs: UNCUAAMEPANbHbIX (MPU UX NOPANCEHUU —
cmaous 2a) u KOHmpanramepanbHuix (npu ux nopaxcenuu — cmadus 2b) J1Y mpakmyemces kak 1-2 cmadus
Localized tumor with complete gross excision, with or without microscopic residual; representative ipsilateral lymph nodes negative for tumor.
Nodes attached to and removed with tumor may be positive

MaxpocKonmMuecKy HeTIOTHOCTBIO ylaJIeHHAsI JIOKaTM30BaHHAsI OITYXO0JIb; UTICUIaTepaIbHbIE, HE CBS3aHHBIE C OTTyXOJIbIO
2a JIY He nopaxeHsl, YTO MOATBEPXKAEHO MUKPOCKOTMYECKU
Localized tumor with incomplete gross excision; ipsilateral nonadherent lymph nodes negative for tumor

JlokanuzoBaHHast OITYyXOJIb MAaKPOCKOIMMYECKU IMMOJTHOCTBIO WJIN HEITOJHOCTBIO YAaJI€HA, IIOPAKEHUE UTICUIIATEPATIbHBIX, HE CBA3aHHBIX

2b

c omyxobto JIY. OTcyTcTBrE MOpaXeH st yBeTMYEHHBIX KOHTpaIaTepaibHbIX JIY TOKHO OBITh MOATBEPXKIECHO MUKPOCKOITMYECKI
Localized tumor with or without complete gross excision, ipsilateral nonadherent lymph nodes positive for tumor; enlarged contralateral lymph

nodes negative for tumor

HemnoaHocTbIO yaneHHas yHUJIaTepaibHas OIyX0Jib, EPEXOAsiias CpeAMHHYIO JIMHUIO ¢ WwiK 6e3 nopaxenus JIY; MU nokanuzo-
BaHHasl yHUJIaTepabHast OIMyXO0JIb C OpaXeHnueM KoHTpanartepaabHbix JIY; MW He momHOCThIO yraleHHast CPeIMHHAS OIyXO0JIb
¢ GuytatepabHbBIM PaclpoCTpaHEHHMEM 3a CUeT MH(MIBTPATUBHOTO POCTA WJIH IBYCTOPOHHETO TopaxeHus JIY
3-s1 3a cpedunyro AUHUI RPUHUMAEMCsl NO360HOUHbII cmoa0. OnyXoau, pacnoaazaroujuecs Ha 0OHOI CMOPOHe U NepeceKkarujue cpeoHIon
AUHUI, O0AMNCHBL UHPUABIMPUPOBAMb NPOMUBONOAONCHDL KPALl HO360HOUHO20 CIMOAOA
Unresectable unilateral tumor infiltrating across midline (beyond opposite side of vertebral column) with or without regional lymph node
involvement, or midline tumor with bilateral extension via infiltration (unresectable) or lymph node involvement

JIto6as mepBUYHasK OIYX0JIb C IMCCEMUHALIMEN OIyX0JIM B yaasieHHble JIY, KocTu, KocTHbI Mo3r (KM), nedeHb, KOXy 1/WUIu Apyrue
4-g OpraHbI (32 UCKJIIOYEHNUEM CUTYaLIWii, OMMCAHHBIX MTPpU 4S cTaanuu)
Any primary tumor with dissemination to distant lymph nodes, bone, bone marrow, liver, skin, and/or other organs (except as defined for stage 4S)

Jlokanu3oBaHHasi OImyxoJib (COOTBETCTBYOMIAs 1-i1, 2a uau 2b craausam) ¢ nucceMuHainmeit, orpannyeHHoi TOJIBKO nevenbio,
koxeit u/mnmmu KM y nereit muanie 1 roga
Tlopascenue KM npu 4S cmaduu 0oaxcro 6bims munumanshsim u He npegviuams 10 % om uucaa s0pocodepicaujux KAemok npu oyeHKe
4S Muenoepammsl uau mpenaroouonmama. boaee maccusnoe nopaxcenue KM mpaxkmyemcs kak 4-s5 cmadus. [lamonoeuueckoe HakonaeHue
npenapama npu cyunmuepaguu ¢ mematiodoensuseyanuourom ¢ KM omcymemeyem
Localized primary tumor with disseminated disease limited to skin, liver and/or bone marrow
(only in infants < 1 year, marrow involvement < 10 % on biopsy and MIBG negative marrow)
|
Ilpumenanue. Cmaodus 3a601e6aHUS NPU NEPEULHO-MHONCECIBEHHBIX ONYX0ASX (Hanpumep, 08YCIMOPOHHee NOPAdCeHUe HAONOYeUHUK08) OUEHUBAeMC sl NO

Haubonee nopadiceHHoll cmopore u 0bo3navaemcs 6ykeoi M (nanpumep, IM).

Note. The stage of the disease in multiple primary tumors (for example, bilateral lesion of the adrenal glands) is assessed by the most affected side and is

indicated by the letter M (for example, 3M).

B 2009 r. MexnyHapoaHasi Tpymmna IO W3YYEHUIO
Hb (International Neuroblastoma Risk Group, INRG)
MpeUIoKUia CUCTeMY IPEeaoNepalliOHHON  OLIEHKU
pacrnipoctpaHeHHocTu mnpouecca npu HB (International
Neuroblastoma Risk Group Staging System, INRGSS),
OCHOBAHHYIO Ha pe3yJibTaTax Jy4eBbIX METOJIOB UCCIeNO0-
BaHUS, a HE Ha MOCIeoNepallMOHHBIX JaHHBIX.

Hcnonp3yemass mnapauieabHO ¢ Kiaccudbukauuei
INSS cucrema INRGSS npumeHnsiercs sl cTaiupoBa-
Husg HB B coBpeMeHHBIX MPOTOKOJIaX JEYSHUSI, €€ OCHO-
Boii siBysitorcst IDRF — 3To Kputepuu, KOTOpbie OMUCHI-
BAlOT B3aMMOCBS3b OIYXOJIM C OKPYKAIOIIUMU XXU3HEHHO
BaXKHBIMU CTPYKTYpaMU, OTPENESIIOTCS CTaHAapTHBIMU
XapaKTepUCTUKaMU U300pakeHUsI, HaJIMYMe KOTOPBIX
aCCOLIMUPYIOTCSI C BBICOKMM PHUCKOM XUPYPIUYECKMX
ocJIoxkHeHui [7, 9].

B xnaccuguxkanuu INRGSS HB pazaensiercst Ha Jloka-
JIN30BaHHbIE U MeTacTatudeckue (Gopmbl. Bce GosbHBIE
¢ JokanuzoBaHHbIMU (popmamu HB u 6e3 IDRF B cucteme
INRGSS umerot craguio L1, a mauMeHTbl ¢ MECTHO-pac-
npocTpaHeHHbIMU hopmMamu Hb u ¢ BeisiBneHHbiMU IDRF
oTHocATCS K ctanuu L2, [TaleHTs! ¢ OTaaleHHBIMU MeTa-
cTazamu UMeroT ctaauio M. bonbHble Mianiie 18 mecs-
1IeB C MeTacTa3aMM B KOXY, meyeHb uau KM oTHocsaTcs
B cucteMe INRGSS k ctanuu MS (taba. 2).

Takum obpaszom, cucrema INRGSS saBisiercs goorne-
PALMOHHOM CUCTEMOW OLEHKM PacIpOCTPAHEHHOCTH
npoiecca nmpu HB 1 nuienHa 1eoro psizia HEMOCTaTKOB,
B IIEPBYI0 O4Yepelb, OOYCIOBJIEHHBIX BIMSHUEM OIIbITA
XUPYPIUYECKO OpuUraabl Ha pagvuKalbHOCTh OTepaluu
U, cieaoBaTesibHO, Ha ctaauto mo cucrteme INSS [11].
Cuctema INRGSS Takke mo3BouT NPOBOIUTH CPAaBHU-
TeJIbHBIN aHaMn3 3G @MEKTUBHOCTU Teparuy MallueHTOB,
BKJIIOYCHHBIX B DPa3JIMYHbIe KIMHUYECKHUE MPOTOKOJIBI,
B OyayllIeM.

CienyeT OTMETUTh, YTO B HACTOsIIee BpeMs Tepa-
must HB HocuT puck-aganTupoBaHHBIM XapakTep, MOj
KOTOPBIM TTOHMMAIOT IMPOBEIEHUE Pa3TMIHOTO 00BbeMa
Teparuy y TAalMeHTOB B 3aBUCMMOCTM OT COYETaHUS
nporHoctTuiyeckux dakropoB. CoBpeMeHHbIE TTPOTOKO-
JIBI Tepanuu, Kak MpaBuiio, pa3aessaioT nauueHTos ¢ Hb
Ha 3 TpynIsl pucka, OTJIMYAIOIIMXCS KaK IO MPOrHO3Yy
3a00JIeBaHMsI, TaK ¥ IO UHTEHCUBHOCTH MYJIBTUMO/IAJTh-
Hoi1l Tepanuu. [1py 3TOM WISl MAllMEHTOB HU3KOM IpyTI-
bl pucka (rpynmbl HabaoaeHus: mporokojaa NB-2004)
OCHOBHOI 1IeJIbIO SIBJISIETCS TIOJJIEPKAHWE BBICOKUX
rmokasaTesieil oOIlell BbDKMBAEMOCTU IIPU CHUKEHUU
TepareBTUYCCKUX BO3AEUCTBUI, BKJIIOYasl TOMBITKA
BBIJIEIUTD TTOATPYIITBI OOJIBHBIX, Y KOTOPHIX OCYIIECT-
BJISIETCS TOJBKO AMHaMuyeckoe HadmoneHue. Hampo-
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Tabmuma 2. INRGSS-cmaduposanue na ochose dannbix eusyanusayuu [10]
Table 2. INRGSS staging based on imaging data [ 10]

L1 Jlokanu3oBaHHasI OITyX0Jb, 6€3 BOBICUSHUS XKU3HEHHO BaxXHbIX CTPYKTYD (IDRF) 1 orpannueHHast oHOI aHATOMUYECKOI 001acThIO
Localized tumor not involving vital structures (IDRF), as defined by the list of IDRFs and confined to the one body compartment

MecTHO-pacnpocTpaHEeHHAas! OIyX0JIb ITPU HATMYMU OJHOTO Wi HeckoJbkux IDRF

L2 . ]
Local-regional tumor with presence of one or more IDRFs
M JlucceMUHMPOBAHHASI OTTYXOJIb B KOCTHBIN MO3T, KOCTH, yIaJleHHbIE TUM(ATUIECKIE Y3IIbl, TeYeHb, KOXY U/VIN APYTUe OPTaHbl
Disseminated tumor in the bone marrow, bones, removed lymph nodes, liver, skin and/or other organs
MS OtnasieHHbIe MeTacTa3bl y AeTeid Miaiie 18 MecsiieB, orpaHUYeHHbIE KOXeit, iedeHblo u/mwi KM (< 10 % siapocoaepskainx KIeTOK)

TUB, YJYyJYIIEHWE Pe3yJbTaTOB JIEYECHUs y MallMEHTOB
TPYIbl BBICOKOTO pUCKa TPeOyeT MPUMEHEHMUSsI arpec-
CUBHOII KOMOMHMPOBAHHOU M KOMILJIEKCHOW Teparuu,
BKJIIOYasi OOIIMPHBIE XUPYPTUUYECKHE BMeIlaTeIbCTBa
U TPAHCIUIAHTALMIO TeMOTTOATUYECKUX CTBOJIOBBIX KJI€-
tok (TT'CK) [12].

Xupypruyeckoe jgedyeHue SIBJISIETCS OMHUM W3 OCHOB-
HBIX 2TanoB JieyeHusl nauueHtoB ¢ Hb He3aBucumo ot
rpynnbl pucka. Heo6xonumMo nomyepKHyTh, YTO CJI0XKHOE
aHaTOMMYECKOe pacrojioxeHue omyxoiau npu HB, Bo3-
MOXHO€ BOBJIEUEHUE MarvcTpajibHbIX COCYIOB U JPYTUX
>KM3HEHHOBAXHBIX CTPYKTYP, MO3BOJSIET paccMaTpUBaTh
xupypruueckue BmelareabcTa nmpu Hb kak acconumnpo-
BaHHbIE C BBICOKUM PUCKOM UHTpPa- U MOCAeoNepaloH-
HBIX OCJIOXKHEHUI, YTO B CBOIO OYepeb NUKTYeT HEOOXO-
JMUMOCTb YETKOIrO MpPeaoINepaliMOHHOTO TJIaHUPOBAHMS
00beMa pe3eKIINHU U BEPOSITHOCTH Pa3BUTUS OCTIOKHEHUMA.
PanukanbHble onepany peKOMEHIYIOTCSI TOJbKO TMallu-
€HTaM C HU3KUM PUCKOM Pa3BUTHS MOCIEOIepallMOHHBIX
OCJIOXXHEHM, a TP HATMYUKU (PAaKTOPOB pUCKa XUPYPTH-
YECKUU 3Tal JieueHUs MPOBOJSAT B OTCPOUYEHHBIE CPOKH,
32 UCKJIIOUEHUEM CJIy4aeB Pa3BUTUS XXU3HEYTPOXKAIOIINX
cocrosiHuil (KKYC).

B Hacrosiiiee BpeMs Tepamnus JokaiabHbix dopm HbB
3aKJII0YAETCs B MPOBEICHUU XUPYPTUUYECKOTO JIeUCHUS
0e3 mocieayroueil aablOBaHTHONW Tepanmuu MpU OTCYT-
ctBuM ZKYC 1160 yacTMYHOM pe3eKLMHU OITyXOJIH1 C IoCe-
NyIolIei alblOBAHTHOM Tepanueil Mpyu COXpaHEHUU ITUX
CUMIITOMOB, WJIM, B CJydyae, €CJIU OITyXOJb CUMTAETCs
Hepe3eKTabeJbHOI MPU MEPBUYHON OUAarHOCTUKE, MPO-
BeneHuu nonuxumuotepanuu (ITXT) ¢ mocnemyroieit
MOMBITKOM yAaJIeHUs OIyXoJiu. JIokanusoBaHHbIE GOPMBI
HDbB umMeroT xopoluii mporHo3 Aaxe Mpyu HaJWu4UUu OCTa-
TOYHOT'O KOMITOHEHTA, U 3TO SIBJISIETCS €ellle OMHOMN Mpu-
YUHOU, Mo kKoTopoii npu Hanuuuu IDRF He mpoBoasit
MOMBITKY TOTAJIbHOTO YAAJIEHUS OTTYyXOJH.

Takum obpasom, 1jis ornpeaeeHus: oobeMa orepaluu
U TUTAaHMPOBAaHUS ONTUMAJIBLHOIO BPEMEHM €€ IMpoBe/e-
HUS UHAUBUIYAJbHO JJIS KaXA0TOo MaldeHTa MosiBUIach
HEoOXOAUMOCTb Pa3padOTKM CUCTEMBbI MpeaornepaloH-
Horo cTtamupoBaHus 6ojbHBIX ¢ HbB. Kiaccudukamus
INRGSS nana Bo3MOXHOCTbh BpauaM-XUpypram mporHo-
3UPOBaTh BO3MOXHBIE OCJIOXHEHUS MPU TIaHUPOBAHUU
orepaluu, 0COOEHHO B CIyyasix BOBJICUEHUS OITyXOJIbIO
KPYITHBIX KPOBEHOCHBIX COCYIOB, TaK Kak, IO JaHHBIM
JINTEPATyphl, TOBPEXAEHNE COCYAOB SIBSIETCS OTHUM U3

Metastatic disease in children younger than 18 months, with metastases confined to skin, liver, and/or bone marrow (< 10 % of nucleated cells)

HauboJiee YacThIX ONEPalMOHHBIX OCTOXHEHUI y Malu-
eHToB ¢ HbB, a obuiuii mpoleHT Bcex MmocaeonepaiuoH-
HBIX OCJIOXHEHMI cocTabiisteT okojio 20 % [13]. Pa3Bu-
THE MOCJIEONEePALIMOHHBIX OCIOXHEHUI B psijie CayvyacB
OTONIBUTAET BpeMsi mpoBeneHus: ouepenHoro kypca ITXT.
Hapyuienue TaiitMuHra Tepanuu ajis NauueHTOB MpoMe-
JKYTOYHOI Y BBICOKOW TPYIN prCcKa MPUBOAUT K yXY/IlIe-
HUIO PE3YJIBTATOB TEPAITUU.

IDRF gaBnsitoTcss Ha JaHHBIA MOMEHT MPOTHOCTUY-
HBIM MHCTPYMEHTOM MPU TUIAHWUPOBAHUU TaKTUKU BeJIe-
Hus 6oabHbIX ¢ HB. Hanuuue wau oTcyTcTBUE MaHHBIX
¢bakTopoB pucKa y MaldeHTa, KOHEYHO, HE SBJSIETCS
CUHOHUMOM DPE3eKTabeJIbHOCTU OMYyX0J1, HO COBPEMEH -
HbI€ UCCIIeNOBaHUSI YKa3bIBAalOT Ha TO, YTO MX HaIUYKUe
MOXET 3aTPYIHUTb ITOJHOE YAaJIeHUE OIyXOJu, U orepa-
1M, CKopee BCero, 0yaeT MMETh OOJIbIIIE UHTpaomnepa-
LIMOHHbIE PUCKU MO CPAaBHEHUIO C MallMeHTaMU, ¥ KOTO-
pbix oHU OTCcyTcTBYIOT [10, 14]. ITpu aTOM MauMEeHTHI
6e3 IDRF, ckopee Bcero, He OyayT MMeTh KaKUX-JIMOO
OCJIOXXKHEHMI, CBSI3aHHBIX C XUPYPTUUYECKUM BMella-
TeabecTBOM [15—19].

Ienbio 7aHHO# paGOTHI SIBJISIETCS ITPEICTaBIeHIE 0030~
pauTepaTyphl [0 yKa3aHHOH MpobJeMaTUKe U IeTaTbHOe
OIMCaHUE MOAXOA0B K MPOBENCHUIO BU3YATM3alIMOHHBIX
METOI0B o0cenoBaHus y nauueHTos ¢ HB.

Buzyanu3anuonHbie METOIbI AMATHOCTHKHI

Huarnoctuka HDB Tpebyer MHOroctyneH4aToro
U KOMILJIEKCHOTO MOAX0Ia C YYeTOM BOo3pacTa IMalMeHTa,
KJIMHUYECKON KapTUHBI 3a0o0jieBaHUs, J1abOpaTOPHBIX
JNAHHBIX, JIYYEBBIX U PATUOU3OTOIHBIX METOJOB KCCIE-
JIOBaHUs, a Takxke crneuupUIecKrX OITyXOJEeBbIX Map-
KepoB. JlyyeBble METOJbl MCCIENOBAHUS MPUMEHSIOTCS
KakK JJid MepBUYHOU TUAarHOCTUKM U CTaAUPOBAHUS, TaK
u s qpuarHoctuku IDRF nipu mitaHupoBaHuu jgedyeHust
W OLIEHKM pe3yJbTaTOB Tepanuu MpU ITUHAMUYECKOM
HaOJTI0IEeHUH.

Yavmpaseyxoeas duaznocmuxa u penmeeHnoao2u4eckoe
uccaedosanue

HauGosiee yacTo BIlepBbIe MaTOJIOTUYECKOE 00pas3o-
BaHUE BBISABIISICTCS BO BpeMs MPOBEIACHUS OYEpPETHOTO
HEOHaTaJIbHOTO YJbTpa3ByKoBOro ucciaenoBaHus (Y3N)
VI CKPUHUHTOBOTO MCCJICAOBAHUS OPTaHOB OPIONTHOMN
TOJIOCTH, 3a0PIOIIMHHOTO ITPOCTPAHCTBA XKMBOTA M Opra-
HOB MaJioro Ta3a pebeHka. Bo3amMoxkHa U BHYTpUYTpOO-
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Hasg puarHoctnka HB y miona mo ganneiM Y3U. Tlpnu
npoBeneHun Y3UW HDB omnpenensercss Kak coammgHoe,
reTeporeHHoe o0pa3oBaHME, BO3MOXKHO, C y4JacTKaMM
Kanpuudpukanuu. [1pn nmomo3peHMM Ha pacmpocTpaHe-
HHE OITyXO0JIEBOTO IIpoliecca B OJIOCTh CIMHHOMO3TOBOTO
KaHaJIa Y HOBOPOXXICHHBIX IeTeil BBUAY He3aBEPILIECHHOTO
OCTeOreHe3a METOJ JaeT XOPOIIYI0 BO3MOXHOCTb BU3Y-
anu3upoBaTh JaHHylo martoioruio [20]. TlpeumyiiecTBo
V3MU 3akmtouyaercsl B HEMHBa3UBHOCTU, OTCYTCTBUU JIy4e-
BOM Harpy3kKd M JOCTYIIHOCTU IO CPAaBHEHUIO C OPYIU-
MU MerogaMu Busyanuszauuu. OnHako Y3U He Bcerma
MMO3BOJISIET TTOJIYYUTh BCIO MH(MOPMAIINIO KaK O CTPYKTYpe
OITyXOJIM, TaK M O B3aMMOOTHOIICHUHU €€ C KPYIMHBIMU
MarucTpaJbHBIMU COCYIAMM M TIPUJIEKAIIUMU CTPYKTY-
paMM, OIICHUTh MOJHOIIEHHOE PaCIpOCTPaHEHUE OITyXO-
JIM B CHMHHOMO3IOBOM KaHaJI y IETEM CTapIlero Bo3pacTa,
pacIpoCcTpaHEeHHOCTh METaCTaTUYECKOTO TTOPAKEHUS.

PeHTreHorpaguyeckoe MccienoBaHue OPraHoOB TPYI-
HOI1 KJIETKHU He SIBJIIeTCS MHGMOPMATUBHBIM U CITeUdu-
yeckuM s BeisiBieHus HB. 3amono3puts HoBooOpa3o-
BaHMWE MOXHO JIMIIIh TI0 KOCBEHHBIM IpHU3HAKaM, TaKUM
KaK M3MEHEHHE XapaKTepa HOPMaJbHOIl TEHM OpraHOB
CpeIoCTeHUs B pe3yjbraTe UX CMEIIeHHUs 00pa3oBaHUEeM
WIX U3MEHEHNE TeHU KOHTypa nradparMbl BCJICACTBUE €€
BOBJICYEHMS B MMATOJOTUUYECKUI TIpoliece Ui ee aedop-
MallMy yBeJMYeHHOM mnedeHblo. [Ipu peHTreHorpadun
BO3MOXKHO OIpee/IeHNE KaJbIIMHATOB B ITPOCKIIY HOBO-
00pa30BaHUs TP YCIOBUU UX JOCTATOYHO KPYITHOTO IS
BU3yaJIM3alliK pa3Mepa.

®daxkropsl pucka mo Y3U u peHTreHorpaduu He omnpe-
nensioT. B nmoboM ciaydyae Bce BBIIBICHHBIC M3MEHEHMS
OynyT TpeboBaTh MPUMEHEHUSI TOMOJHUTEIbHBIX METO-
JIOB BU3yaJIU3alIUU.

MetonaMu ISl TOYHOTO TOIOrpapuIeCcKOro OmMcaHust
OITyXOJIM U BBISIBIICHUST (DAKTOPOB PUCKA SIBJISTIOTCSI MYJIb-
TUCTIMpaJibHAsg KoMmbloTepHass Tomorpadpus (MCKT)
M MarHuMTHO-pe3oHaHcHas Ttomorpadus (MPT), mo
pe3yasTaTaM KOTOPBIX MOXKHO ITOJIYYUTh TOTIOJTHUTEIbHYIO
nHGOPMALIMIO, TOMOTAIOIIYIO B TMddepeHINaNIbHOIN T1a-
THOCTHKE 1 TTOCTAaHOBKE TOYHOTO AuarHo3sa [21].

Myavmucnupaavnas Komnvlomepras momozpaghus

MCKT sBasercss oZHUM M3 CaMbIX BBICOKOMHMOP-
MAaTUBHBIX METOIOB BBISIBICHMSI TIEPBUUYHON OITyXOJIH
U ompeaeneHue (pakTopoB pucka y mauueHToB ¢ HDbB.
[Tpu nmpoBeneHM UCCIeI0BaHUS HA COBPEMEHHBIX TOMO-
rpacdax ¢ MHOTOSIIEPHBIMU JETEKTOpaMU MYYOK PEHT-
TEHOBCKOIO M3IYYCHUSI pasfeisieTcss Ha HeCKOJIbKO
ToMorpadudeckux cpe3on (ot 16 g0 640) 3a 1 BpaiieHue
PEHTITCHOBCKOIM TPYOKM BOKpPYT Teja IalMeHTa. IDTO
MMO3BOJISIET MOJYYUTh BBICOKYIO CKOPOCTb MCCIICIOBAHUS
U BBICOKOE MPOCTPAHCTBEHHOE pa3pelieHrue MpU YMEHb-
IIEHUHU TOJIIIMHBI Cpe30B MeHee 1 Mm [22, 23].

MCKT mnosBosisieT TOJYy4YUTh YeTKUE U300paxke-
HUS BHYTPEHHUX OPTaHOB M CUCTEM TOHKUMM Cpe3aMU
C MOCHEAYIOUIEHA MYJIbTUIUIAHAPHOM PEKOHCTPYKIIMEH,
YTO JaeT BO3MOXHOCTh OLICHUTh B3aUMOCBSI3b IEPBUY-
HOIl OMmyXOoJdu C COCydaMM, CTEIeHb BacKyJsIpU3alluu

HOBOOOpa30BaHUSI U KOCBEHHO CYAUTh 00 OOLIMPHOCTU
HEKPOTU3UPOBAHHOM YacTu. B 1ensix cobmoneHust mpa-
BWJIbHOM METOIMKU BCE UCCICIOBAHUS HEOOXOAMMO IIPO-
BOAUTH C MPUMEHEHKEM IIPernaparoB Ijisi KOHTPACTHOI'O
ycuseHus. J103a KOHTPACTHOI'O BEIECTBa paCcCUMThIBACT-
Cs1 UHIMBUIYaJIbHO Y 3aBUCUT OT BO3pacTa U Beca IalK-
eHTa. KoOHTpacTHBINM Mpemapar BBOIMUTCS OOJIOCHO CO
CKOPOCTBIO 10 1—1,5 MJ1/C B 3aBUCHUMOCTH OT MECTa BBe-
JIeHUS 1 quaMeTpa KaTerepa. McciaenoBaHue MpOBOIUTCS
B HATUBHYIO (ha3y CKaHUPOBAaHUsI, a TAKXKE B apTepUasib-
Hyl0 (B MOMEHT BBeIeHHsS KOHTPACTHOIO IIpemnapaTa),
BeHO3HYI0 (uepe3 50 ¢ — 1 MMH Tocjie Havyajla BBEICHUS
KOHTpAacTa), apeHXuMaTo3HyIo (4epe3 2—2,5 MUH Mocie
Hayaja BBEAEHUS KOHTpacTa) M IIpU HEOOXOIUMOCTU
B OTCPOYEHHYIO (4epe3 5—7 MUH MocCjie BBEASHUS KOH-
TPaCcTHOTO Ipernapara) ¢pa3bl KOHTPACTUPOBAHUS.

ITpu MCKT HB yacto Bu3yanusupyercst Kak reTepo-
reHHoe 00pa3oBaHKMe C POBHBIMU, YETKMMM KOHTYpaMu,
HEOIHOPOIHOI CTPYKTYPHI 332 CUET BKJIIOUEHUS] KaJbLIM-
HatoB. Okoisio 80—90 % Hb umeroT KajablMHAThI B CBOEH
ctpykrype. Hb ymepeHHO akKTMBHO HEOJHOPOJHO HaKa-
TUTMBAET KOHTPACTHBINM Tpenapart. Y4acTK HU3KOM TIJIOT-
HOCTU B TOJILE OOpa30oBaHUsI MOIYT OTPaXXaThb HEKPO3
tKaHu. [ToMmumo noctynHoctu u ckopoctu MCKT saBins-
€TCSl Ha TaHHBIA MOMEHT JIYYIIIMM CIIOCOOOM IUAarHOCTH-
ku Metacta3oB Hb B nerkue, ocobeHHO B 1e010TE 3a00J1€8-
BaHUsI, BBISIBJISISI X Ha 3Tarle MOCTAaHOBKU AuarHo3a [24].

B uccnenoBanuu D.D. Stark 6611 mpoBeneH aHaIu3 JaH-
HeIX Y3U, penrrenorpaduu 1 MCKT y manuentos ¢ Hb
pa3IMYHOM JIoKaM3auuu. I1o JaHHBIM MCCIeToBaHMs, IIPU
pentreHorpacduu Hb Obuta BeisiBieHa y 21 u3 38 mauyeHToB,
410 cocTaBuio 55 %, a HB, nokanu3oBaHHbIe B OPIOIIHOM
IOJIOCTH, BU3YAJIM3UPOBAIKCH I10 JaHHBIM PeHTIeHorpachuu
TOJILKO B CJIydae MX 3HAYMTEJbHBIX pa3MepoOB M OOLIMP-
Ho# Kanbuudukauuu. B To BpeMs kak Y3U nocTtoBepHO
BoeIsiBIsieT HB, nokann3oBaHHbBIE B OPIOIIHON TOJOCTH,
OHO He SABJISUIOCH CIelU(UYHBIM TIpu JJokanu3zauuu Hb
B 00J1aCTU TPYIHOM KJIETKU UM MPU HATUYUM OTIAJICHHBIX
mertacta3oB. MCKT umena 100 % 4yBCTBUTEIbHOCTD IIPU
JUarHOCTUKE TIEPBUYHON omyxoyn U 63 % 4yBCTBUTEIb-
HOCTb TIpU BBISIBIEHUUN OTHaJIeHHbIX MeTacta3oB. MCKT
B IPOBEIEHHOM MCClIeIoBaHMK obnanana 82 % To4yHO-
CTBIO Ha 3Tare cTagupoBaHus manueHToB ¢ HB [25].

OcHoBHbiMU HepoctaTkamMu MCKT B meamuaTtpuye-
CKOIl TpakKTUKE CYMTAIOTCS Haldyue HMOHM3UPYIOLIEro
M3JIy4eHMS ¥ TOT (DAKT, YTO JaHHOE UCCIICIOBAHUE MOXKET
oTpedoBaTh MPUMEHEHMS aHECTE3MOJIOIMUYECKOTO ITOCO-
Ous1, HO, YYUTHIBasi CKOPOCTb BBIITOTHEHMSI MCCIICIOBAHMS
Ha COBPEMEHHBIX arIiaparax, Ipy o0ecre4yeHuU aaeKBaT-
HOM MMMOOWJIM3AlMY AlMEeHTa €r0 MOXHO U U30eXKaTh.

Maenummno-pesonancruas momozpaghus

Ha psany ¢ MCKT, MPT Ttakxke sBasercss adpdek-
TUBHBIM MeTOAOM auarHoctuku HB u mo cpaBHeHUIO
¢ MCKT paer mpeumylnecrBa B Buae 0Oojiee YeTKOM
BM3yaJIM3alluy [TapeHXMMATO3HbIX OPIraHOB U OTCYTCTBUS
MOHM3UPYIOILEro M3JydyeHMs. Y MalUeHTOB ¢ MHTPACIIU-
HalbHBIM pacrpoctpaHeHruemM MPT cooTBeTcTBYIOILIETO
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OTleJia IT0O3BOHOYHUKA SIBIISICTCSI METOIOM BbhIOOpA 13-3a
MPEBOCXOJHOM 1 4eTKOM nuddepeHINPOBKU Ha TOJIY-
YEHHBIX TOMOTpaMMaXx CTPYKTYpP CIIMHHOTO MO3ra, HepB-
HBIX KOPELIKOB U CyOapaxHOUAAJIbHBIX ITPOCTPAHCTB
[26, 27].

MPT paer BO3MOXHOCTb CYIUTb O CTEIEHU KOM-
MPECCUM CIMHHOTO MO3ra, IPOTSKEHHOCTU WMHTpaBep-
TeOpaIbHOM YacTH OIYyXOJU ¥ MHGUIBTPALUK IIPUIeKa-
LIMX MbIIIEYHBIX TKaHei. I103BojIsIeT OLeHUTh Halluyue
BOBJICUEHMST Aua(parMpl B IaTOJOTMYECKUI ITPOLIECC IIPU
pacrnionoxenun HB B obnactu cpemocTeHus, MOJYy4YUTh
nHpopmauuio o nmopaxeHnu KM u sgBnsieTcss METOIOM
BBIOOpA MIPU BU3yaIu3allid METaCTa30B IeUeHU, 0COOCH-
HO B ciyyae nudy3Horo mopaxkeHus. EquHCTBEHHBIM
1 OCHOBHBIM orpanndeHneM MPT-uccnenoBanus B eau-
aTPUYECKON MpaKTUKE SIBJISICTCS] HEOOXOMUMOCTh B OoJiee
JUIMTEIbHOM Cedalluyi M IIPOBEACHUM aHeCTe3UOJIOTuYe-
CKOTO 1oco0OMs y JIeTeil MIafllero Bo3pacTa M3-3a Ipo-
JIOJDKUTEIbHOTO BPEMEHU UCCiefoBaHust. MUHUMAaIbHbIE
HEOOXOIMMBIE ITOC/IEA0BATEIbHOCTH, IIPUMEHSIEMbIE IPU
nuarHoctuke HbB y nereii, mpencraBieHsl B TaOI. 3.

Ouenky IDRF pna mpegomnepailioOHHOTO cTagupoBa-
HUsI IPOU3BOIAT 1O JaHHBIM, IMOJYYEHHBIM IIPU BBIMOJI-
Henuu MCKT u MPT.

DaKTOpbI PUCKA 10 JAHHBIM BU3YAJIH3ALMUH Y IALUEHTOB
¢ Heiipo0dIacToMOit

IMpenmymectBo cuctembsl INRGSS 3aximouaercs
B HAJIMYUMU BOCIPOM3BOAUMBIX KPUTEPUEB OIMCAHUS
(aKTOpPOB pUCKa B COOTBETCTBUM C PEKOMEHIOBAHHOI1
€IMHOI TepMUHOJIOTHEH (Ta01. 4) M1 KOHTPOJIbHBIM JIUCT-
KOM yueTa (pakTopoB prcka (Tadi. 5).

B nmaHHOM KOHTpPOJBHOM JIMCTKE (PaKTOphI pHCKa
KJIacCU(UIIUPYIOTCSI B 3aBUCMMOCTM OT HUX aHAaTOMU-
yeckoil Jjokanu3anuu. OOIENnpUHSTBIMUA TTOHATUSIMU
MpU OMucaHuU (haKTOPOB pUCKA SBISIOTCS Cerapaiius,
MNpsIMOM KOHTAaKT, BOBJICUCHHUE, KOMIIPECCHSI, MHBa3Us
¥ nHuasTpanus. CyliecTByeT TakxKe TEPMUH, KOTOPBIi
MOXKHO OBbLJTO OBl Ha3BaTh «CeTapalus» — KOrjaa BUIUMBbII
CIIOIf TKaHU, KaK MPaBUJIO, XUPaA, MPUCYTCTBYET MEXIY
OMYyXOJIbI0 U cocenHell cTpykrypoil. Ecnu ecth pasne-
nenne HB oT XXM3HEHHOBaXKHBIX CTPYKTYpP, TO (paKTOPHI

Ta6mma 3. Munumanshsie mpedyemvie nocaedosamenvrocmu MPT-uccredosanus y nayuenmos ¢ Hb

Table 3. Minimum required sequence of MRI studies in patients with neuroblastoma

TonoBa
Head

T1-B3BelIeHHOE N300paxeHue, akcuanbHast mpoekuust 1 T1-B3BeleHHOe M300paskeHNe ¢ KOHTPACTHBIM YCHJIEHUEM
T1-weighted image, axial projection and T 1-weighted image with contrast enhancement

T1-B3BenieHHOE M300pakeHue U T 1-B3BelIEHHOE N300paXkeHNe ¢ KOHTPACTHBIM YCUICHUEM, KOPOHAIbHAST TIPOCKIIMS
T1-weighted image and T I-weighted image with contrast enhancement, coronal projection

T2-B3BenieHHOE U300pakeHNe, aKCUaabHast ITPOEKIIUS
T2-weighted image, axial projection

Pexum FLAIR, akcuanbHasi mpoeKIus
FLAIR mode, axial projection

JuddysrnonHo-B3BeIeHHbIE N300paxeHus (IBW) npu Bo3MoXHOCTH
Diffusion-weighted images (DWI) if possible

TpynHas kieTka
Chest

T2-B3BelIeHHOE N300pakeHne, KOPOHAIbHAsK MTPOEKIIMS
T2-weighted image, coronal projection

T1-B3BenreHHOE U300paxkeHue u T 1-B3BemIeHHOE N300paXkeHe ¢ KOHTPACTHBIM YCUICHHEM, aKCUaJTbHAST TIPOEKITHUST
T'1-weighted image and T1-weighted image with contrast enhancement, axial projection

T2-B3BelIeHHOE N300paKeHUE, aKCHabHasK TPOEKIIMS
T2-weighted image, axial projection

BproliHast moiocTh
Abdomen

JABW nipu BO3MOXHOCTH

DWI if possible

T2-B3BelIeHHOE N300paXeH!e, KOPOHATbHAsI TIPOCKIIMSI
T2-weighted image, coronal projection

T1-B3BelIeHHOE N300pakeHUE, aKCUaIbHasH MTPOEKLIUS
T1-weighted image, axial projection

T1-B3BelIeHHOE N300paKeHe C KOHTPACTHBIM YCHUIIEHUEM C MTPOrpaMMOii 1O MOJAaBJICHMIO CUTHAJIA OT XXUpa
(pexum STIR), akcuanbHast mpoeKITust
T'1-weighted image with contrast enhancement with fat suppression program (STIR mode), axial projection

T2-B3BelIeHHOE N300pakeHre ¢ MPOrpaMMOii TI0 MToaBIeHUIO curHaa oT xupa (pexum STIR), akcuanbHasi mpoeKLus
T2-weighted image with fat suppression program (STIR mode), axial projection

MHTpacnuHaibHOE
pacrpocTpaHeHue
Intraspinal
distribution

JIBU nipu BOBMOXHOCTH

DWI if possible

T1-B3BerieHHOe n300paxeHue u T1-B3BelIEHHOE N300paXeHNe C KOHTPACTHBIM YCUIEHMEM, CAarUTTaJIbHAS TPOSKLIUST
T1-weighted image and T 1-weighted image with contrast enhancement, sagittal projection
Pexxum STIR, carutranbHas poeKLust
STIR mode, sagittal projection

T2-B3BelieHHOe U300paxeHue win T1-B3BelIEeHHOE U300paXEHNE C KOHTPACTHBIM YCUJIEHUEM, aKCUaJIbHAs IPOSKIUS
T2-weighted image or T 1-weighted image with contrast enhancement, axial projection

JBW nipu BOBMOXHOCTH

DWI if possible
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pHCKa y TaKOTO MallMeHTa OTCYTCTBYIOT. OlieHKa B3aMO-
OTHOIIIEHUS OITyXOJIM M KPOBEHOCHBIX COCYIOB OCOOEHHO
aKTyaJbHa IIPU pacIpoCTPaHEHUM OIYXOJIU B 3a0PIOIIH -
HOM MIPOCTpaHCTBe M OplolHoi1 mojoct, rae Hb mpo-
HWCXOIUT U3 HANMOYECYHUKOB, CUMIIATUICCKUX TaHTJIVCB
WIX CUMITATUYECKUX BOJIOKOH U CIUIETEHU BIOJIb a0PThI
U €€ OCHOBHBIX BETBEil, BCICACTBUE YErO 3a4acTylo IMpo-
HWCXOIUT BOBJICYCHME KPYITHBIX COCYIOB, YTO MPUBOIUT
K 3HAYUTEJIbHBIM TPYIHOCTSAM BO BpEeMs OIEPaTUBHOIO
BMemaTenbcTBa. IIpsimoit kontakt HB ¢ KpoBeHOCHBI-
MH CcOCyJaMu He cuMTaeTcs (akTopoMm pucka. JIuib
oxBar onyxoyblo 6osee 50 % OKpyKHOCTU apTepyuu WU
OTCYTCTBME KOHTPACTHOTO IIperiapaTra B IPOCBETE BEHBI
CUMTAETCs TOJOXUTEIbHBIM (hakKTopoM pucka (puc. 1)
1 0003HaYaeTCsI TEPMUHOM «BOBJICUCHUE».

CrenyeT MOAYepKHYTh, UTO B Caydae ¢ IMPSIMbIM KOH-
TaKTOM OITyXOJIM C COCyJaMU eCTh uckimoueHue. B 2011 .
knaccudukauusg INRGSS 6buta mopabortaHa, u mpssMoit
KOHTAKT OIYXOJM CO CTPYKTYpaMM TOYEYHOU HOXKH
cTajl CUMTaThCsl TOJOXUTEIbHBIM (haKTOPOM pHCKa
B LIEJISIX CHIDKGHUS HeXXeIaTeIbHBIX OCIOXHEHMH, TaKMX
Kak TIo4eyHass arpodusi, BCICACTBUE IOBPEXKICHUS
COCYIOB BO BpeMsl omepalldy WIM He3arulaHUpOBaHHOM
HedpakTomun. [locae BHeceHUsT B PyKOBOJCTBO O (Dak-
TOpax pHUcCKa JAaHHOTO MOJIOXKEHMS DS MCCleaoBaTeIeit
OTMETUJIY MOJIOXKUTEIbHbIE U3MEHEHMS B BEICHUN TaKMX
OOJIBHBIX U CHMXXEHME KOJIMYECTBA OCIOXHEHUIT IOcie
OIepaTUBHOIO BMEIIATEIbCTBA IIPU a0IOMUHAIBHO pac-
nojoxeHHeix HB [29, 30].

B uccnenosanuu S. Fumino (2015) peTpocreKTUBHO
OBbLIO YCTAHOBJIEHO, YTO BHECEHME JOTIOJHEHMS O BKIIIO-
YEHUHU TIPSIMOTO KOHTAKTa C TOYEYHOM HOXKOW Kak
¢akTopa prcKa CHU3WIO KOJMYECTBO He3aruIaHUPOBaH-

Ta6muna 4. Tepmunonoeus onucanus xupypeuveckux gaxmopoe pucka [10]
Table 4. Terminology for the description of surgical risk factors [ 10]

HBIX HEDPIKTOMUI 1 B LIEJIOM OJIarOMPUSTHO MOBIMSIIO
Ha TporHo3 nauueHToB ¢ HB, Ho mpu sTOM mpuBeno
K YBEJIMUCHMIO YK CJIa OOJIbHBIX C BBISIBJICHHBIMU a0I0MU-
HaJlbHbIMM (hakTOpamu pucka ¢ 39,5 no 81,6 % [31]. I1pu
aHaJIM3e pacpoCTPaHEHHOCTH (DaKTOPOB PUCKaA, TaK KaK
HanboJiee yactoii nokanusamueitr Hb sBnsrorest Opron-
Hasl TOJIOCTh M 3a0PIOIIMHHOE MPOCTPAHCTBO, UMEHHO
B JAHHOI aHAaTOMUYECKOM 00JIaCTU M BBISBISIOTCS (pak-
TOpbI prcKa rpynibl F, mpeacraBieHHbie HA puc. 2. 31ech
K€ HaumboJiee 4acTO AMAarHOCTUPYIOTCS (haKTOphl pucKa
rpynnbl H, ipencraBnennbie Ha puc. 3 [32, 33].

ITo gaHHBIM 3apyOeXXHBIX aBTOPOB, (PAKTOPHI pHcKa
¥ B3aMMOCBSI3b OMYXOJU C COCydaMU Hamboyiee 4acTo
SIBJIIIOTCS TPUYMHAMU OIEPALMOHHBIX OCIOXHEHMUIA.
Tak, npu aHanmu3e gaHHBIX 380 MalMEeHTOB, U3 KOTOPBIX
27 mpoBeJIi YaCTUUHYIO PE3EKIIMIO TTOYKU MU He(DPIKTO-
MMUIO, TIPEBAIMPOBAIM UMEHHO (DaKTOPhI pUCKa, CBSI3aH-
HBIE C MPSIMBIM KOHTAaKTOM WJIM BOBJICUYEHUEM B IaTOJIO-
TUYECKUI MPOIIeCcC CTPYKTYP MOYEYHOM HOXKH [29].

IIpu aHanu3e TOJyYEHHBIX M300paXkeHUl U peKOH-
CTPYKLIMI HEOoO0XOmMMO 00s3aTeIbHO 00pallaTh BHU-
MaHMe Ha BO3MOXHYIO WMHBAa3UI0 WU WHGWIBTPALIUIO
HB cmexHbIX obmacteit u/wim cTpyKryp. Hampuwmep,
oompinHcTBO HDB, 10KanM30BaHHBIX B CPEIOCTEHUMU,
pa3BUBAIOTCS U3 TMapaBepTeOPaJbHBIX HEPBHBIX TaHIJIHU-
€B, U y TaKuX ITallMeHTOB BO3MOXXHA MHBa3Us OIYXOJH
B CIIMHHOMO3TOBOI KaHajl, KOTopasl B CIyJae MepeKphbl-
THS KaHasia 0ojiee yeM Ha 1/3 cuntaeTcs MojJoXUTeIbHBIM
daxropom pucka. Pacnonoxenne Hb B obmactu pebep-
HO-ITO3BOHOYHOTO yIJIa Ha YPOBHE TeJl MO3BOHKOB Th9—
Th12 yxxe camo o cede cunrtaercs (aKTopoM prcKa h3-3a
BBICOKOM BO3MOXXHOCTH Pa3BUTUSA CIIMHAJIBHOU UILIEMUU
CIIMHHOIO MO3ra IpY MOBPEXICHUN TTO3BOHOYHOI apTe-

Cenapanus
Separation

KoHTakT
Contact

Haymmume XupoBoit TKaHU MEXKIY OTTYXOJIBIO M XKU3HEHHO BasKHBIMU CTPYKTypaMK
The presence of adipose tissue between the tumor and vital structures

OTCyTCTBUE BUIMMOM MPOCTONKN MEX/IY OITyXOJbIO U CMEKHOM CTPYKTYpOii. [IIst apTepru — OITyX0JIb OXBAThI-
Baet He Oostee 50 % OKPYKHOCTH COCy/Ia K €€ OKPY>KHOCTH, JIUTsl OTTMCAHKSI BEHBI — ITPY YMEHBIICHUN THaMeTpa

cocy/a MPOCBET ee OCTAeTCs AOCTYITHBIM [UTST BU3YaIU3allui

The absence of a visible layer between the tumor and the adjacent structure. For an artery, the tumor covers no more

than 50 % of the circumference of the vessel to its circumference, for the description of the vein, with a decrease in the
diameter of the vessel, its lumen remains accessible for visualization

Bosneuenne
Encasement

LupkymnsipHerit oxBat. CoceqHsISI CTPYKTYpa IMTOJTHOCTBIO OKPYXEHa OITyX0JIbl0. B 3TOM cirydyae mpucyTCTBYIOT

IDRF

Circular coverage. The adjacent structure is completely surrounded by a tumor. In this case, IDRFs are present

Kommpeccus (Tosibko st
OINMUCAaHUS B3AMMOOTHO-
LIEHUSI C IbIXaTeIbHbIMU
MyTSIMU)

Compression (only for
describing the relationship with
the respiratory tract)

WHdunsrpanms
Infiltration
WHBa3usa
Invasion

DakTOPOM pUCKA CUUTACTCS YMEHBIIIEHUE TUAMETPa TpaXeu Ui OPOHXOB
A risk factor is a decrease in the diameter of the trachea or bronchi

BogiieueHme OmyxoJibio JKU3HEHHO BaXKHBIX aHATOMUUYECKUX CTPYKTYP, HO HE COCYI0B
Tumor involvement of vital anatomical structures, but not blood vessels
Wcnonb3yercst jist ONMCcaHusT B3AMMOOTHOILIEHHMSI C TOYEYHOM HOXKOM JaXe MPU HATMIMK HETTOJTHOTO BOBJIE-
YEHUsI COCY/IOB B MATOJIOTMYECKUIl IPOLIECC, TaK KaK JaHHasl aHaTOMUYECcKasi eIMHULIA TIPEICTABIISIET CO00i

HanboJIee CIIOKHYIO 30HY MPU MPOBEACHUN IIUTOPEIYKTUBHBIX OTepPaIliii
1t is used to describe the relationship with the renal pedicle, even if there is incomplete involvement of the vessels in the
pathological process, since this anatomical unit is the most difficult area during cytoreductive operations
|
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Tabmuma 5. /DRF [10]
Table 5. IDRF[10]

PacnpocTpaneHHOCTDb NepBUYHOI OMYX0.IH

Primary tumor prevalence

HUncuaamepaavnoe pacnpocmpanenue onyxoau é npedeaax 2 anamomu4eckux obaacmei
Ipsilateral tumor spread within 2 anatomical regions

O6us1acThb 1Ien — rpyaHas KJeTka

Neck Area — Chest

IpynHast KjieTka — OploliiHas MoJoCTh

Chest — Abdomen

BproniHast mosocte — Majblii Ta3

Abdomen — Small pelvis

Obaacmo weu

Neck area

OnyxoJib OXBAaThIBAET KAPOTUIHYIO U/MJIM TIO3BOHOYHYIO apTEPUU 1/WIJI BHYTPEHHIOIO SIPEMHYIO BEHY
The tumor encompasses the carotid and/or vertebral artery and/or internal jugular vein
PacmipocTpaHeHue ormyxoii Ha OCHOBaHMe yeperna

Tumor spread to the base of the skull

CraBiieHME OIYXOJIbIO TPaxen

A trachea is compressed by a tumor

Illeiino-epyonoii omoea

Cervicothoracic

BoBieueHue TUI€YEBOTO CIIETEHUST

Brachial plexus involvement

BoBrneueHune NoAKIIOYMYHBIX COCYIOB U/UIN MO3BOHOYHON 1/MJIM KaPOTUIHOM apTepuun
Involvement of the subclavian vessels and/or vertebral and/or carotid artery

Komripeccust Tpaxen

Tracheal compression

Ipyonas kaemka

Chest

BoBsJieueHne aopThl ¥/MIM KPYITHBIX apTEPHiA

Involvement of the aorta and/or large arteries

Komnpeccusi Tpaxeu u/uiiu riaaBHbIX OPOHXOB

Compression of the trachea and/or main bronchi

OrmyxoJTh HUXKHUX OTIEJIOB CPENOCTeHUST, MHOUIBTpUpPYoIIas pebepHO-TTO3BOHOYHBIN yroi Ha ypoBHe Th9-Th12 nmo3BoHkoB
Tumor of the lower parts of the mediastinum, infiltrating the rib-vertebral angle at the level of Th9-Th 12 vertebrae
Topaxoa6domunaivrasn aokaiuzauus

Thoracoabdominal localization

BoBrneueHue aOpThI U/UJTH TTOJIOI BEHBI

Involvement of the aorta and/or vena cava

bBprownas noaocmv/0baacms masozo maza

Abdomen/ Pelvic area

WHbuasTpalyst BOPOT NMEUEHU 1/WIK TeraToayoAeHATbHOM CBA3KM

Infiltration of the liver gate and/or hepatoduodenal ligament

BoBsiieueHue BeTBeil BepxHel OpbIKeeUHOI apTepruu Ha YPOBHE KOPHSI OPbIKEUKHN
Involvement of the branches of the superior mesenteric artery at the level of the mesenteric root
BogiieueHue YpeBHOTO CTBOJIA U/WJIK BEPXHEI OpbIXKeeYHOI apTepuu

Involvement of the celiac trunk and/or superior mesenteric artery

WHBa3us B 01HY/00€ MOYeUHBIC HOKKHU

Invasion of one/both renal legs

BosiieueHre a0pThl U/WJIH MOJI0M BEHbI

Involvement of the aorta and/or vena cava

BoBsiieueHve MOAB3IONIHBIX apTEPUit

1liac artery involvement

OmnyxoJib MaJIOTO Ta3a MepeceKaeT CeIaTUIIHYIO BEIPE3KY

Pelvic tumor crosses the sciatic notch

HumpasepmeOpaavHblii pocm onyxoau He3agUCUMO oM A0KAAUAUUL NPU YCAOGUL
TOpaXkeHust 6oJiee OHOI TPETU CITMHOMO3TOBOTO KaHajla Ha aKCHATbHBIX Cpe3ax M/WIN TpeMeny UIIpHbIC JIENTOMEHUHTUAIbHBIE TIPOCTPAHCTBA
HE BU3YaJIM3UPYIOTCS /WM €CTh HapylLIeHWe CUTHAIa OT CIIMHHOTO MO3ra
Intravertebral tumor growth regardless of localization provided

lesions of more than one third of the spinal canal on axial sections and/or premedullary leptomeningic spaces are not visualized and/or there is a violation
of the signal from the spinal cord

Hughuavmpanus npuaexcausux opeanos u cucmem

Infiltration of adjacent organs and systems

Tepukapn, auacdparma, MOYKH, Me4eHb, 00TACTh 12-MIePCTHOM KUIIKU U TTOKEYI0UHOI JXeJie3bl, OpbiKeiika
Pericardium, diaphragm, kidney, liver, area of the duodenum and pancreas, mesentery
Huadparma

Diaphragm

[Mouku

Kidney

Ileuens

Liver

Obaacms 12-nepcmHoil KUWKU U NO0HCeAYOOHHOUL Jcenesbl

Area of the duodenum and pancreas

bpoioceiika

Mesentery

/Jlpyeue opeansi, paccmampusaemvle KAk cmoab Jce 3HA4UMble HOPANCEHHbIE OP2AHbL

Other organs considered to be equally significant affected organs
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Aprepust Bena
Artery Vein
IDRF — IDRF —
Ho 2011t
Until 2011
<50 %
Konrakr < 50 %
Contact < 50 % TTpocseT cyeH, HO BUIEH
Clearance narrowed but visible
C2011r Hb
Since 2011 TMoueuras aprepus Neuroblastoma
Renal artery
>50 %
IDRF + [Ipocser He BUIEH
Clearance not visible
Konrakr > 50 %

Contact > 50 %

Puc. 1. IDRF. Omnowenue Hb k apmepusim u eenam [10, 28]

IDRF +

Fig. 1. IDRF. Relation of neuroblastoma to the blood vessels (arteries and veins) [ 10, 28]

a 0

Puc. 2. A6domunansrsie paxmopot pucka. MCKT ¢ konmpacmubim 6oaroc-
HbIM YCUNCHUEM, BeHO3HAas (Paza CKaHuposarus (cobcmeeHHvle OAHHbIE):
a — cazummansras npoexuyus, F3-eoeneuenue upeernoeo cmeona u éepxmeil
oOpbidiceeuroil apmepuu; 6 — AKCUANbHAS NPOCKUUS, B0BACHEHUE UPEEHO20
cmeoaa, aopmol u/uau noAOHU 6eHbl, UHPUAGMPAUUS B0POM NeveHU Uu/Uau
2enamo0yo0eHanbHoll CéA3KU; 8 — AKCUANbHAS NPOEKYUSL, B08NCHEHIUE BepX-
Hell OpbloiceeHOl apmepuu, UHEA3Usl 8 00€ NOYEeUHbIe HONCKU

Fig. 2. Abdominal risk factors. Multispiral computed tomography (MSCT) with
bolus contrast enhancement, venous phase (own data): a — sagittal projection,
F3-involvement of the celiac trunk and superior mesenteric artery; 6 — axial
projection, involvement of the celiac trunk, aorta and/or vena cava, infiltration
of the gates of the liver and/or hepatoduodenal ligament; ¢ — axial projection,
involvement of the superior mesenteric artery, invasion of both renal legs

puu BO BpeMsI oTiepaTUBHOTO BMelaTeabecTBa. Heobxomu-
MO 3aMETHUTh, YTO €CTh CJIy4ar MHBa3UU U UHMWIBTPALIVN,
KOTOpHBIE He cunTaloTcs hakTopaMu prcka. Tak, H(GWIb-
Tpauusi (opaMUHAIBHBIX OTBEPCTUIl 0e3 IMPU3HAKOB
WHBa3uu 0oJiee yeM 1/3 CIMHHOMO3roBOro KaHasa K hak-
TopaMm pucka He oTHocuTcs. Jlokanuzanust Hb B o6na-
CTU TPYIHOM KJETKM OIpeaesisieTcss mpuMepHo B 23 %

a 7

Puc. 3. MCKT ¢ konmpacmubsim 60a10CHbIM yeuneHuem (cobcmeeHHble Oan-
Hote). Tlayuenm ¢ abOOMUHANbHBIMU PAKMOPAMU PUCKA — UHDUABMPaLUeil
NPUNEHCAUUX OP2AHOB: A — CAZUMMANbHASL NPOEKYUS, UHGUABMPAYUs Oua-
(paemel, newenu; 6 — aKCUaNbHAas NPOCKUUS, UHDUALMPAYUS Ouappazmbl;
6 — AKCUANbHAS NPOEeKUUS, UHPUALMPAYLs NOUKU, B0POM C 808ACHCHUEM
NO4eHHO20 CUHYCa

Fig. 3. MSCT with bolus contrast enhancement (own data). Patient with
abdominal risk factors — adjacent organs infiltration: a — sagittal projection,
infiltration of the diaphragm, liver; 6 — axial projection, diaphragm
infiltration; 6 — axial projection, infiltration of the kidney, collar involving
the renal sinus

ciiydaeB [34], Haubosiee YacTO BBISIBISIEMBIC TIPU TaKO
JIoKaIM3aunu (pakTophl pycKa MpeacTaBiAeHbl Ha puc. 5.
Hb marnoro Taza pa3BuBaeTcs MPEUMYIIECTBEHHO U3
BEPXHETo IMOAYPEBHOIO CUMITATUYECKOIO CIICTCHUST WU
MpecakpaJbHOIO0 U PETPOCAKPAIbHOIO CHMIIATUYECKUX
TaHIJIMEB U MPAKTUYECKU BCEraa IMIPUBOIUT K CMEILICHUIO
Ta30BbIX OPraHOB KIIepeau 0e3 UX MHOWIBTPALIUN.
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Puc. 4. [locaeonepayuonnvie ocaodcHerus y nayuenmos c¢ gakmopamu
PUCKA aBOOMUHANBHOU N0KaAU3AUUU (B061€UeHUe YPeBHO2O CMB0AA, UHBA-
3uUsi 8 noeuHvle HoXcku, eogaeuenue aopmoi). MCKT ¢ kommpacmuwim
OontocHbIM ycunenuem (coocmeentvle 0antble): a — aKcuaibhas npoeKyusl,
3eqeHas CmpeaKka — OMCYmcmeue KOHMPACMUPOBAHUS, UUeMUYecKoe
noepeicoeHue npasoii NOUKU,; 6 — AKCUANbHAS NPOEK U, 3eNeHble CIPeaKu —
omcymemeue KOHMpAcMupo8anus, UHYAPKm cene3eHKU, neveHu, acuyum;
JIcenmole CMpenK — PeHmMeeH0N02UHeCK ULl CUMNIMOM NPePbl8aHUs NeYeHO -
HOUl U cene3eHouHOl apmepuil; 8, e — KopoHapHble npoekyuu, KT-npusnaxku
HapyuleHus: Kposooopaujerus novex 6caedcmeue nogpescoeHus cocyoos,
omcymemeue KOHMpacmupo8anus NApeHXuUMbl HoHeK

Fig. 4. Complications following surgery in patients with abdominal IDRFs
(involvement of the celiac trunk, invasion of the renal legs, involvement of
the aorta). MSCT with bolus contrast enhancement (own data): a — axial
projection, green arrow — lack of contrast, ischemic damage to the right
kidney; 6 — axial projection, green arrows — lack of contrast, heart attack of
the spleen, liver, ascites; yellow arrows — radiological symptom of interruption
of the hepatic and splenic arteries; 6, ¢ — coronary projections, CT-signs of
impaired blood circulation of the kidneys due to vascular damage, lack of
contrast of the renal parenchyma

BaxxHO OTMETHTBH, YTO MHBA3USI B TTO3BOHOUYHBIN KaHAJ
HIKe ypoBHS L2-TI03BOHKA BBI3BIBACT KOMITPECCUIO
KOpPEIIKOB, a He MHMUIBTpALMIO CIIMHHOTO MO3Ta. DTo
YCJIOBUE PENKO MPUBOAUT K MOTPEOHOCTH B IIPOBEACHUH
SKCTPEHHOTO HEWpPOXMPYPTUYECKOTO BMeEIIAaTeIbCTBa,
KaK TIpaBWJIO, He SBJISIETCS MPOTUBOIIOKAa3aHNEM K TIep-
BUYHOMY MCCEUCHUIO OITyXOJIM.

OmHNM M3 caMBIX PeIKUX (PaKTOPOB pUCKa SBIISIETCS
nepeceyeHre 0OJbIION celaIMIIHON CBI3KU, TTOCKOJbKY
JlaTepajbHOE PACIPOCTPAaHEHUE OIYXOJU TOCTaTOYHO
penKoe SIBIEHWE, OHO OTHOCHUTCSA K ¢haKTopaM pHcCKa
rpymnmnbl F u ipeacrasieHo Ha puc. 6.

B nmomonHeHMe K dakTOpaM pUCKa M HE3aBUCHUMO OT
cTaguy 3a0oJieBaHUsI TIPU TICPBUYHON OLIEHKE OITyXO-
JIGBOTO Tpollecca B COOTBETCTBUM C PEKOMEHIALIMSIMU
INRG B npoTokoJjie onvcaHus BU3yalIu3allMy JOKHbI
OBITh OTPAKEHBI COCTOSTHUSI, HE OTHOCSIIIECS HAIIPSIMYIO
K (paKTOpaM pHCKa, TaKne KaK 9KCCYTaTUBHBIN ILICBPUT,
aCIIUT, HAJTMYME METACTa30B U MX JIOKATN3allUs.

Bansinue pakTopoB pucKa Ha 3Tanbl JiedeHHs NANUEHTOB
¢ Heiipo0JIacTOMOI

C MoMeHTa BHeIpeHUsT (haKTOpOB pUCKa ObIIO MPO-
BEJICHO HECKOJIbKO MYJIBTULIEHTPOBBIX U PETPOCTIEKTUB-

Puc. 5. Qaxmopuvr pucka HB, pacnoasoxcennoii 6 epyonoi kaemie (coo-
cmeennvle dannvie): a — MPT epyonoii knemku, T2-636euiennoe uzobpa-
JIceHue, aKcuanbHas NpoeKyus; (akmop pucka — KOMRPeccus npagozo
21a6H020 OPOHXA, ONYX0Ab UMeem HeOOHOPOOHYI0 CIPYKMYPY, OMmecHsem
epyOHyto aopmy, He eosaekas ee; 0, 6 — MCKT opearnos epydnoii norocmu,
aKcuanbHas npoeKyusi, 8eHO3Has Gasza KOHMpPACMUpo8aHus; paKmopwl
PUCKA — KOMAPeccust mpaxeu, KOMNPeccls eAagHbiX OpOHX08, MaKice U3y~
aausupyemcs amenekmas cpeoneil 004U NPABoeo 1e2K020

Fig. 5. Risk factors for a neuroblastoma located in the chest (own data):
a — MRI of the chest, T2-weighted image, axial projection; risk factor —
compression of the right main bronchus, the tumor has a heterogeneous
structure, pushes the thoracic aorta without involving it; 6, ¢ — MSCT of the
organs of the chest cavity, axial projection, venous phase of contrast; risk
factors — tracheal compression, compression of the main bronchi, atelectasis
of the middle lobe of the right lung is also visualized

HBIX UCCIIEIOBAHUI 110 M3YYCHUIO 3HAYNMOCTH BIIMSTHUS
kinaccuduKkauuu npenonepaimoHHbix puckoB INRGSS
Ha BbDKMBaeMocTh namueHToB. Tak, P. Ginther et al.
BBITOJIHWJIM PETPOCIIEKTUBHOE HccieaoBanue 60 marm-
eHToB ¢ HB, y 39 13 KoTOpbIX ObLIM BBISIBICHBI | hakTOp
pucka unau 6osee (Bcero 122). BoabHBIM B ucciemo-
BaHHOU TPYIIIe IIPOBOIIIN PaIUKaIbHYIO OIIEpalluio,
YAaCTUYHYIO PE3eKIINIO JIMOO TOJHKO OUOTICUIO OITYXOJIH.
PanukanbHas onepariius Obita BeimosHeHa y 100 % nanm-
EHTOB 0e3 (PaKTOPOB pUCKa U JIUIIb Y 26 % ¢ hakTopamu
pucka. B pesynabTaTe ITaHHOTO HCCIEIOBaHUS aBTOPHI
YCTAaHOBUJIM 3HAUYMTEIbHYIO HETaTUBHYIO KOPPEJISIINIO
MEXIy KOJIWYeCTBOM (haKTOPOB PHUCKA M BO3MOXHO-
CTBIO OCYIIIECTBJICHUST PaIUKaTbHON OMepalun, a TakKe
3adpukcupoBanu 11 % XUpypruyeckux OCIOXHEHMIA,
BCE U3 KOTOPBIX ObLIM y OOJBHBIX C (haKTOpaMu pUCKa.
Wcxons n3 aTux JaHHBIX, aBTOPHI 3aKiaounin, uto IDRF
SIBJISIIOTCST BaXXKHBIM TTPOTHOCTUYECKUM WHCTPYMEHTOM
IS OLIEHKM TIpeaoIiepallMOHHBIX pUcKoB [35]. DT0O Xe
noarBepxaaet uccienosanuve T. Monclair et al., koto-
pble YCTAaHOBUWJIM, YTO BBISIBIIEHWE (DAKTOPOB puUcKa Ha
MOMEHT MOCTAaHOBKU JMarHo3a KOPPEeaupyeT ¢ XyIAIIUM
MPOIIEHTOM BBIXKMBAEMOCTU U 00Jice BEICOKOI CTEIIEHbIO
onepalroOHHBIX OCJIOXHEeHUM [11].
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Puc. 6. Daxmopwr pucka HB, pacnoaodxcennoi 6 obaacmu Maioeo
masa (cobcmeennvle OaHHble), — nepeceyerue CeOanrulyHoll vlpesKu: a,
0 — MCKT, koporapHas npoekuus, 6eHo3Has (haza CKAHUPOBAKUs, cmpen-
KaMmu yKas3anvl pacnpocmpanenue u nepeceuenue ceaiuujHoll bipe3ku ony-
xonvto; 8 — MPT, koponapuasa npoekuus, T2-e36euienHoe uzobpaicenue,
cmpeaKamu yKazamvl pacnpocmpanenue u nepecetenue ceaiuuHoll bipe3-
Ku onyxoavto; e — MPT, axcuanvhas npoexyus, T2-636euientoe usobpa-
JIceHe, CmpeaKamu YKa3anvl pacnpocmpanenue u nepecetenue ce0aruyHou
8bIPE3KU ONYXO0NbI0

Fig. 6. Risk factors for neuroblastoma located in the pelvic area (own
data) — intersection of the sciatic notch: a, 6 — MSCT, coronary projection,
venous phase of scanning, the arrows indicate the spread and intersection of
the sciatic notch by the tumor; ¢ — MRI, coronary projection, T2-weighted
image, arrows indicate the spread and intersection of the sciatic notch by the
tumor; 2 — MRI, axial projection, T2-weighted image, the arrows indicate the
spread and intersection of the sciatic notch by the tumor

B uccnenoBaHnu pe3yabTaToB XUPYPruIeCKOro jaeue-
Hug 20 geteii ¢ nnarHo3om HB, npoBenenHoro Y. Tanaka
et al., Bce mocieonepallMOHHbIE OCIOXHECHUS OBLIN
BBISIBJIEHBI Y TTALIMEHTOB C MOJOXUTEIbHBIMU (haKTopaMUu
pHcKa, 1 HU OTHOTO He OBbLIO 3apUKCHPOBAHO Y OOJIb-
Heix 6e3 IDRFE. Bonee Toro, Hanbosblme ornepaTuBHbIE
CJIOKHOCTW BO3HUMKJIM TIpU MOMNbITKe auccekuun HB ot
HV>KHEH MOJI0M BEHBI, HA OCHOBAHMM YE€r0 aBTOPHI ClIeIa-
JIV BBIBOJ, 4TO NpsiMoii KoHTakT HbB ¢ 3Toit BeHoil Takke
HE0OXOIMMO CUNTATh MOJIOKUTEILHBIM (DAKTOPOM pHCKa,
KaK B cJIydae CO CTPYKTYpaMU ITOYEYHOM HOXKKM [36].

T. Simon et al. mpu aHayM3e 2 CUCTEM CTAAUPOBAHUS
MMalleHTOB YCTAHOBUJIM, YTO B TO BpeMsl KaK Kiaccudu-
kauust INRGSS mofioxutenbHO BavsIieT Ha MPOTHO3M-
poBaHMe PUCKOB 1 oO0beMa onepanuu, cucrema INSS Ha
JTaHHBII MOMEHT 00Jiee TOYHO UACHTUMDUIIMPYET MallueH-
TOB C XyJIIIUM TTPOrHO30M [16].

BaxubiMm aTanom tepanuu HbB gBnsiercs mpoBeneHue
TIXT B Leasix yMeHblleHUsT KoJInuyecTBa (haKTOpOB pUcKa
nepea onepaTUBHBLIM BMELIATEbCTBOM. [0 cuX MOp HET
eauHoro MHeHus o yuciae Kypcos I1XT, HeoOXoaUMBbIX
nepen onepauueii. Hekoropsle ncciaenoBaHus mokasaiu
yMeHbIlIeHre (DaKTOpOB prcKa Juiib Ha 15 % nocie [TXT
[37]. B TO Bpems Kak Ipyrue rnoka3aiu CHUXXEHUE KOJIU-

4yecTBa, BBISIBJICHHBIX paHee (PaKTOpoB pucKa, MPUMEPHO
y 110J10BUHBI (54 %) BKJIIOYEHHBIX B UCCJIEAOBAHKE AL -
€HTOB, IIPYA TOM, YTO 3TO YMEHbIIIEHHE OBLIO MPOITOPIIU-
OHAJIbHO CTEIMEHM perpecca MepBUYHON OMyXOJU U MO3M-
TUBHO KOPPEIMPOBAIIO C OOIINM YHCIIOM (DAKTOPOB pHCKa
npu auarHose [38]. B yxke yrnmoMsiHyTOM BhIlLIE HCClIea0Ba-
aun Y. Tanaka et al., B TpyIiie maieHToB co cragueii 1.2
BCero ObLIM AuMarHocTupoBaHbl 173 dakTopa pucka npu
TMEePBUYHOI TMaTHOCTUKE, KOTOPBIE 3aTEM COKPATUIINCH 10
137 nmocne npenonepamonHoii [TXT, 6110 3apuKcnupona-
HO yMeHblIeHUe XOTs1 Obl Ha 1 (hakTop pucka y Kaxkaoro
MareHTa, OMHAKO HU Y OMHOTO M3 HUX He OBLIO ITOCTHT-
HYTO TOTaJbHOI'O HUBEJIMPOBaHUS (haKTOPOB PUCKaA Tepen
orieparyeii. HanOosbliyio TEHAEHIIMIO K YMEHBIIEHUIO
uMenn (pakTopsl pUCKa, CBSI3aHHBIE C COCyIaMU, C MEHb-
1Iell YaCTOTOM yMEeHbIIATUCh (haKTOPhI pUCKA, CBSI3aHHbIE
C pacIIpoCcTpaHEHHEM B COCETHIE aHATOMIUIECKIE 00IaCTH
¥ KOMIIpeccueil ApIXaTeJIbHbIX myTeit [36]. B To ke Bpems
C. Shirota et al. 3asBWIM 0 TTOJTHOM HUBEJIUPOBAHUU (haK-
TOPOB pUCKa Y 5 MalIMEHTOB MOCJIe KYPCOB Ipenorneparu-
onHoit ITXT nepen nanapackonuyeckum ynaienuem HB.
B HacTos111€€ BpeMsI BCe MCCIEIOBaHMS 110 OIICHKE BIIHSI-
Hus ITXT Ha xonmuyectBo IDRF npoBoauiavck Ha Majiom
yucie manueHToB. CyIecTBYeT majdbHelass HeoOX0mm-
MocTb B uzydyeHuu Bausinus [1XT Ha yMeHbllIeHUE KOJIU-
yecTBa (aKTOPOB pucKa y MaluueHToB ¢ L2-ctagueir Ha
OoJibllieM yrciie 00abHbBIX [39].

CTOUT OTMETUTD, YTO, IO JAHHBIM 3apYOEKHBIX aBTO-
poB, MHMOPMAISI O HATUYUKM WJIM OTCYTCTBUU (DaKTO-
POB pUCKA, BBISBJICHHBIX MPU MEPBUYHON THMATHOCTUKE
y MalueHToB ¢ MeTtactatuueckoi dopmoii Hb, aensercs
HeoOXoauMoM 11 obecreyeHusT MPeeMCTBEHHOCTU JaH-
HBIX OOJBHBIX MEXIY Pa3IMYHBIMUA MEXIYHapOTHBIMU
KJIMHUYECKUMU MpoToKojamu JeyeHus Hb.

3akmouenue

V nauuentoB ¢ HB 2 cucrembl oligHKH pacripocTpa-
HeHHocTtu mpouecca INSS u INRGSS nomkHbl OBITH
HCITOJIb30BaHbI MTapajuIeIbHO U, 0€3YCIOBHO, HE 3aMEHSI -
10T omHa ApyTyio. C MOMEHTa BHEAPEHUS CUCTEMBI, OCHO-
BaHHoOI Ha aHanuse IDREF, uckiouaercsi cyObeKTUBU3M
0OYCJIOBJICHHBIN OIBITOM Bpaya-xupypra 1M Bo3pacTaeT
poOJIb Bpauda-peHTIeHOJIOTa B IIPEIOCTaBJICHMU HEOOXO-
OUMBIX TAHHBIX U1 TJITAHMPOBAHUSI CPOKOB U oObeMa
orepaTUBHOro BMelnareabcTBa. CTaHOBUTCS OoJiee oue-
BUIHOI HEOOXOAMMOCTD TECHOTO MEXIUCIIUTUIMHAPHOTO
COTPYIHWYECTBA MEXIY BpauyaMM JIy4eBOI TMAarHOCTUKH,
IEeTCKUMHM OHKOJIOTAaMU W XHpypraMu. Kcmoib3oBaHUE
€IUHBIX PEHTICHOJIOTUYECKUX KPUTEPUEB U TEPMUHOJIO-
TUWA TIpU OINMHCAaHMM (PaKTOPOB pHCKa ITO3BOJIMT OOJIET-
YUTh TIPEAONEPAIIMOHHYIO CTpaTU(hUKAIIMIO TMaIllMeHTOB
Ha TPYIIbLl PUCKA, CHHU3WTh KOJWYECTBO HEraTUBHBIX
TIOCJICACTBUI OT OTIEPATUBHBIX BMEIIATEIbCTB, TTO3BOJISISI
XUpypraM 3apaHee MOATOTOBUTBCS K CJIOXHBIM MOMEH-
TaM OIepaldy, a TaKXkKe OOECIIeUNTh IPEeMCTBEHHOCTD
JAaHHBIX TALIMEHTOB MEXY Pa3IMYHBIMU UCCIIEN0BATENb-
CKHUMU LIeHTpamu 1o uzydyeHuto HB, yto B utore moso-
JKUTEJIbHO BJIMSIET Ha TTPOTHO3.
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MenanomuuecKkan Hellpo3kmoaepmanbHaga onyxonb MnajeHues:
onucaHue onbima HMUL AroM um. AmMmumpus Porayesa
u 0630p numepamypol

A.M. Cyneitmanosa', C.C. O3epor?, B.IO. Pomun?, H.C. Ipaués?, H.A. Boabmakos?, A.E. JIpyii?, I'.B. Tepemenko?,
JI.M. Konosanos?, I.b. Carosin!, T.B. Illamanckas?, /I.FO. Kauanos?, C.P. Bapdoaomeepa'
THUH demckoii onronoeuu u eemamonoeuu DIBY « HMHUI] onxonoeuu um. H. H. Broxuna» Munzdpasa Poccuu; Poccus, 115478,
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Konmaxmmuote dannvie: Amuna Mazomedosna Cyneitmanosa aminasuleymanova313@gmail.com

Menanomuueckas netipoaxmoodepmanvHas onyxoab maadenuee (MHI0) omuocumces Kk peOkum onyxoasm ¢ HeonpeoeaeHHbIM duosoute-
ckum nogedenuem. Haubonsee uacmo MHIO aokanrusyromes 6 obracmu 20108bl u wieu. Cmanoapmom mepanuu 5645emcs paouKdibHoe
Xupypeuueckoe yoaneHue onyxoau, 4mo 3a4acmyro COnPANCEHo ¢ 8blCOKUMU PUCKAMU MSICENbIX NOCACONEPAUUOHHBIX OCAONCHEHUL 3a cuem
AoKaauzayuu onyxoau. B cayuae memacmamuueckoii, mecmuo-pacnpocmpanenHoil popmul 3a604e6aHUS UAU 8 cAYHAe PA3GUMUSL peyuiu-
608 UCHOAL3YIOMCS AAbMEPHAMUBHbIE MemOoObl AeHeHUs, KAHaloujie Xumuomepanur, ayuegyro mepanuto. Ileavto dannoil nybauxauuu
A6AAEMCS U3YUeHUe KAUHUYeCKUX U MOPDON02UYECKUX XAPAKMEPUCMUK ONYX0AU, OUEHKA (PPeKmueHocmu pasiuuHbiX 6apuaHmos ne4e-
HUs, @ makoice onucanue 2 kaunuyeckux cayuaee MHDO0 y demeii panneeo 6o3pacma.

Karouesnle caosa: meranomuueckas HeliposKmooepmManbHas Onyxons Maaoenyes, peokue onyxoau, demu, MeAGHOMU4eCKas NPoCOHOMA,
dobpokayecmeeHHble ONYXonu

Jas yumuposanus: Cyneiimanosa A.M., Ozepos C.C., Powun B.IO., Ipauée H.C., boavwaxose H.A., Jlpyi A.E., Tepewenxo I'.B.,
Konosanos JI.M., Cacosn I'.b., llamanckas T.B., Kauanoe /I.10., Bapgosomeesa C.P. Meaanomuueckas HetipoaKmooepmanrbHas ony-
xonb maadenyes: onucanue onsima HMHUII JITOU um. Jimumpus Poeauesa u 0630p aumepamypui. Poccuiickuil jcypran 0emckoil eema-
monoeuu u onrxonoeuu 2019;6(3):44—53.

Melanotic neuroectodermal tumor of infancy: a description of the experience of Dmitry Rogachev National Medical
Research Center of Pediatric Hematology, Oncology and Immunology and literature review

A.M. Suleymanova’, S.S. Ozerov?, V.Yu. Roshchin?, N.S. Grachev’, N.A. Bolshakov’, A.E. Druy’, G.V. Tereshchenko?,
D.M. Konovalov’, G.B. Sagoyan’, T.V. Shamanskaya®, D.Yu. Kachanov’, S.R. Varfolomeeva’

!Research Institute of Pediatric Oncology and Hematology of N.N. Blokhin National Medical Research Centre of Oncology, Ministry
of Health of Russia; 23 Kashirskoe Shosse, Moscow, 115478, Russia; ?Dmitry Rogachev National Medical Research Center of Pediatric
Hematology, Oncology and Immunology, Ministry of Health of Russia; 1 Samory Mashela St., Moscow, 117997, Russia

Melanotic neuroectodermal tumor of infancy (MNTI) is a rare type of tumor with uncertain clinical behavior. The tumor commonly occurred
in the head and neck region. Radical surgical resection is the standard of treatment, which is often associated with high risks of severe
postoperative complications due to tumor localization. Alternative methods of treatment including chemotherapy/radiotherapy are used in
metastatic, locally advanced and relapsed cases of MNTI. The aim of this study was to analyze clinical and morphological characteristics of
the tumor, evaluate the effectiveness of various treatment options, and to describe two clinical cases of MNTI.

Key words: melanotic neuroectodermal tumor of infancy, rare tumor, children, melanotic progonoma, benign tumor
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BBenenue

MenaHoTuyeckasi HeMpO3KTOJAepMabHasl —OITyXOJIb
mianeHieB (MHOO) — peakuil BUI OMyXoyu, MPOUC-
XOISIIEH M3 KJIETOK HEPBHOIO TpeOHS M XapaKTepu-
3YIOLIUICSI OBICTPHIM MHQMUIBTPATUBHBIM pocToM [1].
MHO®O0 Haubonee yacTo BO3HUKAET Yy AeTeil MepBOro rojaa
>KU3HU, HO TAKXKE MOXET BCTPEUaThCs U Y IeTell CTapIliero
Bo3pacrTa [2].

B 6onbimmHeTBe ciiydaeB MHBDO nokanusyeTcst B obia-
CTH TOJIOBBI U IlIEH, OJTHAKO OMMCAHBI CJIydau JIOKaan3a-
LIMY TIpolecca B LieHTpaJibHOI HepBHO cucteMe (LIHC),
MSTKUX TKaHSIX, SIMYKe, MPUAATKe sIM4Ka, CPEIOCTEHMH,
OeapeHHON KOCcTU U T. A. [3—5]. UcTropuyecku st onu-
canuss MHOO ncnosib30Baavch pa3iuyHble CUHOHUMBI,
TaKue Kak MMTMEHTHasi aMe1001acToMa, OIyX0JIb CeTYar-
KU, MeJJaHOTUYEeCKasl SMUTeInaibHast omoHToMa. CTOUT
OTMETHUTh, YTO TEPMMH <«MeJIaHOTUYEeCKasl MPOrOHOMa»
JI0 HACTOSIIIETO BPEMEHM IIIMPOKO MCIIOJB3YeTCs ISt
OIMCaHUsI JAaHHOTO BUIA oImyxoyun. HecMoTpst Ha mpoTu-
Bopeuusi B HoMeHKiatype, MHDO nmeer xapakTepHylo
KJIMHUYECKYIO U MOP(OJIOTMYECKYIO KAPTHHY, YTO B CBOIO
odepenpb 00JieryaeT IMarHoCTUKY 3aboneBaHust. CorjlacHO
MexayHapoaHoi kiaaccubuKauuu 060e3Held B OHKOJIO-
ruu (International Classification of Diseases for Oncology,
ICD-O) MHB3O0 otHocuTcsd K a00pOKayeCTBEHHBLIM
OITyXOJISIM, OIHAKO B psilie CiIydaeB 3a00JIeBaHUE MOXET
MPOTEeKaTh KIMHUYECKU, KaK 3JI0KAUeCTBEHHbIN MPOILIECC
¢ OBICTPBIM MHOWIBTPATUBHBIM POCTOM, HapyllIeHUEM
(yHKIIMM OpraHoB, pa3pylIEeHUEM KOCTHBIX CTPYKTYD.
IMpumepHo B 3 % ciiydaeB MOTYT BCTpevaThCsl OTHAJICH-
HBbIE MeTacTassbl [6, 7].

OCHOBHOI1 MeTOJ JIeYeHHUsI JIOKaIM30BaHHBIX (OpM
3a00/IeBaHUSI — XMPYPrMYECKOe YyHaJeHUe OITyXOJIH.
B ciyuae MetacTaTMueckoii, MeCTHO-pacIpoOCTpaHEHHOMI
(opMBI U B cilyyae pa3BUTHS PELIMIMBOB MCIIOJIb3YIOTCS
aJbTepHATUBHBIE METOABI JICYCHUsI, TaKue KakK ITOJIM-
xumuorepanust (ITXT) u/unu naydeBas tepanus (JIT),
KOTOpbIE MOKa3aJid CBOIO 3(P(HEeKTUBHOCTh B HECKOJBKUX
OIMmyOJMKOBaHHBIX padoTax [8—10].

Ienbio HacTosmield NMyOJMKAIMU SIBJISIETCS M3YYEHUE
KIMHUYECKUX U MOP(MOJOTUIECKUX XapaKTEPUCTUK OITy-
XOJIM y TAalMEHTOB ¢ BepUOUIIMPOBAHHBIM JMATHO30M
MHBO0 B ycnousix ®I'BY «HanmoHanbHBIN MeIWIIAH-
CKUIi MCCIIEIOBATEIbCKMI LIEHTP JETCKOM IeMaTOJIOIH,
OHKOJIOTMM M UMMYHoJoruu um. Imutpusi PoraueBa»
(HMUL AT'ON um. Omutpusi Porauesa). [IpoBeneHa
onieHKa 3(G@dEKTUBHOCTH pa3IMYHbIX BapUaHTOB JieUe-
HUSI, a TaKXKe MPUBEIEHO OMUCaHUe 2 KIMHUYECKUX CITy-
yaeB MHDO y nereit paHHero Bo3pacra.

MarepuaJibl 1 METOIbI

IIpoBeneH peTPOCHEKTUBHBINM aHAIU3 IalMeHTOB
¢ Bepu(UUUPOBAHHLIM Ha 0a3e jgabopaTopuy MaTo-
mopdogorun HMUI ATON um. Omutpusi Porauesa

nuarHozoMm MHBO 3a mepuoa ¢ 01.2012 mo 05.2019 .
(89 mec).

B aHanm3 BKIIOYEHBI 6 MalMeHTOB: 4 OOJbHBIX IOy~
YaJii BCE JIeYCHUE WIM OAUH U3 3TANOB MYJIBTUMO/IAIIb-
Hoii Tepanuu B ycaoBusix HMULL ATOU um. JImutpus
PoraueBa 1 2 KOHCYJIbTaTUBHBIX CJTydasi.

JyarHo3 ycTaHOBJIEH Ha OCHOBAaHUU I'MCTOJIOTMYECKO-
ro u uMmmyHorucroxumudeckoro (UI'X) uccnenoBaHumii
COIJIaCHO KPUTEPUSIM KiacCH(UKAIIMU OIyXOJIeil ToJio-
BBl M e BceMupHOil opraHM3aluy 31paBOOXpPaHEHMS
(BO3) 2017 r. Tucronornyecku rnmpu oKpacke reMaTOKCH-
JuHOM U 303uHOM (I'MD) oueHuBanu GuOpPO3HYIO CTPO-
My, SIMTEIUOMIHBIN ¥ HEMPOOJIaCTUIECKUI KOMITOHEH -
Thl onyxonu. g MUIT'X-uccnenoBaHusl UCIOIb30BATUCH
caenyrome Mapkepol: panCK AE1/AE3 (ITanuutoke-
patuH), CK 19, cunantodusun (Synaptophysin), xpo-
morpaHuH A (Chromogranin A), CD99, Melan A, PS100
n HMB-45 (Human Melanoma Black), a Takxke Ki-67
B KauyecTBe MapKepa MHIeKca mpordepalum.

Bcem manmeHTaM TIpOBOAMIACH OLIEHKA PE3yJIBTaTOB
MHCTPYMEHTAJIbHBIX METOI0B 00C/ISI0BAHMS, BKJTIOYAST KOM-
nbtotepHyto (KT) u marautHo-pe3oHaHcHyo (MPT) Tomo-
rpaguu. st olieHKU ctartyca reHa BRAF nipoBeneHo Moie-
KYJISIPHO-TEHETUYECKOe MCCIIeIOBAHKE METOIOM KaIlleJIbHOM
11 GpoBoit moaumepasHoi uenHoit peakuuu (KullTLIP).

OueHuBaicsa oobeM mpoBeaeHHOU Tepanuu: [1XT,
JIOKJIbHBIIA KOHTPOJIb (XUPYPrU4ecKoe JeUeHHe M/WIN
JIT). Jlng oueHKu oObeMa oIlepalydu MCIO0Jb30Balach
crenyomas knaccudukauus: RO — MUKpOCKONMUYECKHN
paaukanbHas onepauus; R1 — MuUKpockonuyecku Hepa-
nuKanbHast; R2 — MakKpoCKONMYECKM HepaauKaibHast
onepanus. [IpoaHaau3upoBaHbl OTAAJIEHHBIC PE3YIbTaThl
JledyeHus1 nameHToB ¢ MHBO.

Pe3syabraTsi

B uccnenoBanne BKIIOYEHBI 6 TAIMEHTOB 3a IEPUOL
¢ 01.2012 o 02.2019 . MenuaHa Bo3pacTa Ha MOMEHT pa3-
BUTHUS MEPBbIX CUMIITOMOB COCTaBUJIA 5,5 MecC (IMana3oH —
2,529 Mmec), Torma Kak MeAuaHa BO3pacTa Ha MOMEHT
IMOCTAaHOBKM JAMarHosa ObUla paBHa 6 Mec (IMama3oH —
3,531 mec). PacnipenenieHure mo moJjiy BBITJISIAENO Cleay0-
1M 00pa3oM — MaJIbYMKU:IeBOYKHU — 1:1 (Tabnuua).

KnuHuyeckass kapThHa Obula  HecrnelU(pUIHOMN
M 3aBHCeJIa OT JioKajau3aiuu omyxonu. Hanbosee yacto
oOpa3oBaHue OOHApPYKMBAJIOCh POAMTEISIMM CJIydaii-
HO NpU OocMOTpe pebeHKa. Bo Bcex ciydasx ormeva-
JIOCh OBICTpOE YBEJIMYEHHME pa3MepOB OIMYXOJu, IpU
3TOM O00lIee COCTOSIHME TMallMeHTOB He crpanajio. Ilpu
Mmajblalyu o0pa3oBaHUE MMENO ILIOTHYIO CTPYKTYDY,
B TIOJIOBUHE CJIydyaeB OTMEYaJOCh M3MEHEHHME OKpPaCKu
KOXHBIX TIOKPOBOB Hajl oOpa3oBaHueM. Hanboiee yacto
00pa3oBaHue JIOKAJIM30BaJIOCh B 00JIaCTH BEPXHEN YeIto-
ctu — 3/6 (50 %), B 2/6 (33 %) — B BUCOYHOI 00JacTH
uB 1/6 (17 %) — B MATKKMX TKaHSIX JIEBOTO Oepa.
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Krunuueckue u HIX-xapaxmepucmuku nayuenmos ¢ MH50

Clinical and immunohistochemical characteristics of patients with MNTI
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Bcem mnanmentam mnposeaeHo KT/MPT-ckanupo-
BaHue C KOHTpacTHbIM ycwieHueM. I[Iposenmenue KT
ObLIO MMOJIE3HBIM JIJISI OIIPEIe/ICHIST BOBJICUEHUST KOCTHBIX
CTPYKTYp, CTEIEHU PEMOIECIMPOBAHUS KOCTHOM TKaHMU,
torna kak MPT-ckaHupoBaHue Mo3BOJISIIO OLIEHUTh BHE-
KOCTHBIM KOMIIOHEHT omyxoju. Hu y omHoro maiueHra
JAaHHBIX 3a HaJM4ue OTHAJICEHHBIX METACTAa30B IOJYyYEHO
He ObLIO.

BceM 00JIbHBIM ITPOBEACHO XUPYPru4ecKoe JieueHue:
1/6 — RO-pesexuust, 2/6 — R1-pesekius, 3/6 — R2-pe-
3eKLIMSI.

JIT BuimonHeHa 1 mauueHTY, IpU 3TOM CyMMapHas
ouaroBas go3a (COJl) cocraBuia 50,4 Ip, pasoBas oua-
roas no3a (POH) — 1,8 Ip. OGmyuyeHue NMpoBOAUIOCH
B peXuMe KJaccuuyeckoro (pakiydoHupoBaHus: 1 pa3s
B JIeHb, 5 THEH B Heleo.

Iucronornueckast kaptuHa npu okpammBanuu ['MD
nMesia xapakTepHble OCOOEHHOCTH: Hajauuue Guopo-
KOJUIar€HOBOM CTPOMBI, OKPYXKalOIIEeH 3MUTEIUOUIHBIA
1 HelpoOjacTUYeCcKUii KOMIOHEHTHI ormyxonu. Bo Bcex
cydasiX OTMEUajoCh HajM4KMe IUICMEHTA B LUTOILIa3Me
SMUTETNOUIHBIX KJeToK. WIX-uccienoBanue ObLIO
IPOBEACHO B 5/6 ciiydasix. DIUTEIMOUIHbIE KIETKH 9KC-
MPECCUPOBAIN SIUTEIUATbHbIC U MEJIAaHOLIUTAPHbIC Map-
kepsl: 5/5 — pan CK (AE1/AE3), 4/5 — HMB-45u 1/5 —
PS100. HeiipobnactTuyeckue KIETKH 3KCIIPECCUPOBAIN
cuHanTtodu3uH B 3/5 u XpoMmorpaHuH A B 3/5 HaOm0-
nmeHusx. Dkcnpeccust Ki-67 cocraBuia B cpenHem 20 %
(mnana3oH ot 0 1o 70 %) (cM. TabuuiLy).

I[lpy npoBeaeHUM  MOJIEKY/ISIPHO-TE€HETUYECKOTO
nccaegoBanus MmerogoM UKITLIP Hu y omHOro mauueHTa
He ObUTI0 0OHapykeHo myTaunu V60OE B rene BRAF.

Menunana HaOIOAeHUS OT MOMEHTA ITOCTAHOBKM JIMa-
rHo3a coctaBwia 13,4 mec (amamaszoH — 9,2—84,7 mec).
ITaTh MaLKEHTOB XKUBBI, B 4 ClIydasx MOC/€ BLIITOJTHEHUS
R1/R2-pe3exiiny He OTMEUEHO MPOrpeccupoBaHusI 3a00-
neBaHus. OOVH NMayeHT MOTePsH U3-T10] HaOII0IeHUSI.

Kaununeckuit cayuaii No 1

Peobenok 1., 2011 a. p., nocmynua 6 omoeneHue Xupypeuu
demeil u noopocmkoe HMUIL] ITOU um. Imumpus Poea-
Yesa 6 gospacme 4 mecsayes 6 83U ¢ HaauHueM 00seMH020
00pazosanus npasoil UCOYHOI obaacmu.

U3 anamnesa uzeecmuno, umo pebenok 6onewn ¢ 3-mecsu-
HO020 803pacma, K0eoa pooument 3amemuau Oblcmpo yeeau-
yusaroujeecss 8 pasmepax o0paz0eanue 6 nPagoll GUCOHHOLL
obaacmu. Ilo dauHbiM npoeedeHH020 00c1e008aHUS NO MeCTY
Jcumenscmea (peHmeenozpagus epena) 8bis181eH0 He00HO-
POOHOe 3amemMHeHUe 8 A0OHO-8UCOUHOL 00AaCMU CRPABA.

Ilpu nocmynaenuu 6 omoenenue Xxupypeuu Odemell
u nodpocmxkoe HMUI] JTOHU um. Imumpus Poeauesa
msidcecms COCMOSHUA nayueHma Oviaa 00yca08iena HaAu-
yuem 008eMH020 00pA308aHUs NPABOL BUCOUHOU obaacmu,
camouyscmeue 8vipajicenHo He cmpadano. [lpu nasvnayuu
obpazosanue 0e3001e3HeHHOe, KOCMHOU NAOMHOCMU, PA3-
Mepamu 5 % 6 cm, Kodca HAO 00paA308aHUEM ¢ CUHIOUIHBIM
ommenkom. QObpazosarue Oe@opmuposano HadOPOBHYIO
001acmb U 1aMepanrvHyo CMeHKy npasoi opoumel, ommeua-
AaCh UHGUABMPAYUS MKAHEl 8ePXHe20 6eKa NPasoeo 21a3d
(puc. 1). B negponoeuueckom cmamyce degpuyuma He omme-
YEHO, CYXOINCUABHBIE PepAeKCbl JCUBble, CUMMEMPUHHbLE.
Jeuxncenus enaz 6 noaHom obseme. JlabopamopHo npU3HaKoe
ONYX04e60ll aKMUBHOCMU He OMMEHeHO, 6ce NOKA3amen
6 npedenax peghepeHcHbIX 3HaAYeHU].
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Puc. 1. Knunuueckas kapmuna. Obsemnoe 06pasoeanue npasoil 8UCOHHOU
obaacmu, deghopmupyroujee HadbPOBHYH 00AACHb U AAMEPANLHYI) CIEHKY
npaeoii opoUmMbL, UHGUABMPALUS MKAHell 8epXHE20 6eKa NPABoeo 21a3a

Fig. 1. Clinical presentation. Right temporal region lesion which is deforming
the superciliary region and the lateral wall of the right orbit with infiltration of
the upper eyelid of the right eye

Ilo pesyrvmamam KT eonoenoeo mozea u kocmeil uepe-
na ¢ KOHMpPACMHbIM YCUAeHUeM O0Npedensinoch MacCcuHoe
obseMHOe 00pa3zoearnue 6 npasoii N0OHO-MeMeHHO-8UCOUHOL
obaracmu, HenpasuavHou @opmul, pasmepamu 6,0 x 5,7 x
6,3 cm (06vem — 112 em’). Obpaszosanue 6bi10 npedcmasie-
HO NpeumyuecmeeHHo UHMpaKpaHuaibHolM KOMHOHEHIMOM
HeoOHOPOOHOU CMPYKmypbl (34 CcHem MHONCECBEHHbIX
2UNepOeHCUBHbIX GKAIOHEHUIL), NPU IMOM 8HYMPEHHSS KOp-
MUKAAbHASL NAACMUHKA Pe3KO YMOAuEeHd, CKAepo3Upo8ana
(eunepocmo3s). Ommeuanace pe3xkas degopmayus KoOHmypa
M03208020 yepena. MPT nozeoauna noomeepoums Haiu4ue
MAcCCUBHO20 KOMNOHEHMA ONYX0AU 8 NPABOll BUCOUHOL 001~
cmu, He0OOHOPOOHOU CIMPYKMYPbl NPEUMYUeCMEeHHO HU3KO-
20 CUCHANA HA HAMUBHBIX U300padceHusx (puc. 2).

B yenax eucmonocuueckoii eepuchukayuu u onpedenenus
makmukuy OanbHeiluleil mepanuu 6biNOAHeHd OMKpbImas
ouoncus odpazosanus npagoil sucounoil ooracmu. Mopgo-
AozudecKue XapaKkmepucmuky U UMMYHOQEHOmMUn onyxoiu
8 boavweil cmenenu coomeemcmeosaru MHIO0. [punumas
60 GHUMaHue 00OPOKAa4ecmeeHHblil Xapakmep 00pazoea-
HUSl, HUBKYI0 XUMUOUYBCIMBUMEAbHOCIb, NPUHAMO pelleHuUe
0 NPoGedeHUlU XUpYpeU4eckKo2o yoaieHus onyxou.

Ha nepsom smane evinonnena aneuoepaghus ¢ 31oosa-
CKYAAPHOU OKKANO3Uel apmepuil onyxoau, ¢ nocaAeoyouum
yoanenuem obpazoeanus. UnmpaonepayuonHo no nepuge-
puu onyxoab npeocmagasna coooil moacmyio, NOPUCHYIO
KOCmb € NAOMHOINACMUYHbIM KOMNOHEHMOM 8 UeHmpe.
Ilocae yoanenmus obpaszoeanus ommeuanocb @Hopmuposa-
Hue noaocmu 6oavwux pazmepos. Ilo danneim euzyasusa-
yuu 6 nocneonepayuornom nepuode (KT e2on06n020 moszea
U Kocmell uepena ¢ KOHMPACMHbIM YCUACHUEM) OMMeUaniocsh
Haau4ue 0CMamouyHo20 KOMHOHEHma Onyxoau 6 obaacmu
Kpblaa KauHoeuoHoti kocmu pasmepamu 4,2 x 0,9 x 2,7 cm
(obsem — 5,3 cm?) ¢ opmuposanuem KucmosHoil nosocmu.
Yepes 3 mec om npoeedenus onepayuu OaGHHbIX 3a yeeaute-
HUe 0CMamo4H020 KOMROHEHMA ONYXoau NOAYHEHO He 0blio,
pebeHok ocmasaeH nood OUHAMUYECKUM HAOA00eHUeM.

Yepes 8§ mec nabarwdenus y nayuenma epupuuyuposam
ocmpolil  aumgoodasacmublil  aeiko3, BII-ummynosapuanm.
boviia nposedena mepanus coenacno npomokoay ALL-
MB-2008 ons npomedscymouHoil epynnvl pucka, 8 HaCMosuuil
MoMeHm pebeHOK Haxo0umcs 6 pemuccuu. 3a epems HaOAI0-

/

Puc. 2. Penmeenonoeuueckaa kapmuna: a — KT 2010681020 mo3ea ¢ KOH-
mpacmuvim ycunenuem. Onpedensemes maccueHoe obsemHoe 06pa3osanue
6 nPaegoil A00HO-MeMeHHO-8UCOUHOL 00aacmu pazmepamu 6,0 5,7 6,3 cm
(06vem — 113 cm?), Komopoe npeumyuecmeenno npeocmasaeHo MAeKOmMKaH-
HbIM KOMNOHEHMOM HeO0OHOPOOHOU CIMPYKMYPbl 3G CHEm MHOJICECH8EHHbIX
eunepoeHcusHvix exarouenuti; 6 — MPT e0n06H020 M0o3ea ¢ KOHMPACMHbIM
yeunenuem. B npasoil eucounoil obaacmu 6 npoexyuu veuiryu OCHOGHOIL,
BUCOYHOUL, NOOHOU U MeMeHHOU Kocmell, @ maKjice Kpblaa 0CHOBHOU KOCMU
onpedeasiemes 00pazoeanue HenpaguabHoU Gopmol pazmepamu 6,2 x 5 x
7,2 cm (0o6sem — 117 cm’). Obpaszosanue HeoOHOPOOHOU cMpyKmypbl, npe-
UMYU[eCMBEHHO HU3K020 CUCHAAA HA HATMUBHBIX U300PANCEHUSX, YMEPEHHO,
HEeoOHOPOOHO HaKanAuearuee KOHMpPAacmHoe eujecmeo

Fig. 2. Radiological presentation: a — CT scans of the brain with contrast
enhancement. A massive lesion is determined in the right fronto-parietal-
temporal region with dimension of 6.0 x 5.7 x 6.3 cm (volume — 113 cm?).
The lesion predominantly represented by the soft-tissue component of the
heterogeneous structure, due to multiple hyperintense inclusions; 6 — MRI
of the brain with contrast enhancement. The lesion with irregular shape is
determined in the right temporal region, with dimensions of 6.2 5x 7.2 cm
(volume — 117 cm?). The mass is heterogeneous, with a low signal in native
images and with heterogeneous contrast enhancement

OeHUsi OMPUUAMeNbHOL OUHAMUKU CO CIOPOHbL OCIAMOYH020
KOMROHEHmMA ONyX04U He OMMe4anoch, pasmepsl 00pazo8anus
oe3 dunamuku — 4,2 x 0,9 x 2,7 cm (0bsem — 5,3 cm?).

Yepes 84 mec om MoMenma Xupypeu4eckoeo emMeuamens-
cmea pebeHKY nposedeHa NAACMUKA CA0ICHO20 Oeghekma
uepena. Jlepekm 3aKpvim UHOUBUOYANLHO U320MOBAEHHOIL
no cmepeoaumoepaguueckol Modeau mumano8ol naacmu-
Hoil. [locaeonepayuonnulii nepuod npomekan enadko. iu-
meabHocmb Habaodenus cocmasuaa 87 mec.

Kmmaugeckwuii corygaii Ne 2

Peoenox C., 2013 e. p., boaen ¢ eospacma 4 mecauyes,
Koeda podumenu 3amemunu obpazoearue 8 odaacmu cpeo-
Hell u HudCHell mpemu 1eoeo bedpa, Komopoe 8 OUHamuKe
NOCMeNneHHO Y8eauuusanoch, npu 3mMom oouee cocmosHue
pebenka He cmpadano.

B cea3u ¢ eviseiennbim 00pazoeanuem nayueHm 2ocnu-
MaAU3Upo8an 6 CMAUUOHApP NO MeCHy JNCUMEeNbCmea 045
dooocaedosanus. Tlo danHbIM UHCMPYMEHMANLHBIX MemOo-
006 uccredosanus (YAbmpaszeyKoeoe UCCAe008aHUe MASKUX
mxaneit, MPT msekux mxaHeil c KOHMPACMHbIM YCUNCHUEM)
8bls161€HO  00pazoeanue 6 obaacmu nepeoHegHympeHHell
nogepxXHOCmU cpedHell mpemu MseKUX mKameii 1e602o bedpa
pasmepamu 2,9 x 2,4 x 2,6 cm (obwuii obsem — 9,5 cm?).
Obpa3zosanue pacnonaeanocs ROOKOJICHO, 8 MOAUE IHCUPOBOLL
Kaemuamiu, 6e3 kancyavl. MHeazuu é npuaedicaiyue cmpyx-
mypul u Mbluiybl 6edpa He ommeuero (puc. 3). Ilpu yeemosom
00N1epo8CKOM KApMUPOBAHUU PecUCPUPOBAACS KPOBOMOK
8 6ude eQUHUYHBIX 18emOoBbIX N0KYco8. JlabopamopHo npu-
3HAK08 ONYX0.1€80l AKMUBHOCIU He OMMeYeHO.
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Puc. 3. MPT msekux mxaneii bedpa c konmpacmuwim ycuneruem. I1o neped-
HeeHympeHHel N0BePXHOCMU MACKUX MKaHell cpedHeil mpemu 1e602o bedpa
onpedensiemcs 0Kpyenoe 06pazoeanue ¢ HemKuUMU KOHMypamu pasmepamu
2,9 x 2,4 x 2,6 cm (obvem — 9,5 cm’). Obpazosanue ommecHsem Moluybl
bedpa, He npopacmas ux

Fig. 3. MRI of the soft tissues of the thigh with contrast enhancement.
The rounded formation with clear contours of 2.9 x 2.4 x 2.6 cm in size
(volume — 9.5 cm’) is determined on the anteromedial surface of the soft tissues
of the left thigh. The mass pushes the thigh muscles without invading them

B cmayuonape no mecmy Jcumenvcmed GulNOAHEHA
onepayusi 8 obseme yoanreHus 00pPA306AHUS GHYMPEHHell
nogepxrHocmu 1e6020 bedpa. HnmpaonepayuoHHo oHo ume-
A0 KAncynay, CNAsiHHYIO ¢ KAem4amkKoll, U pacnoaaeanoch Ha
mulwyax, ve npopacmas ux. Obpazosanue yoanreHo 6 npede-
A1aX 300p08bIX MKAHELL.

Maxkpockonuuecku onyxons umena OKpyeaylo gopmy
¢ kancynoil, duamempom 3 cm. Ha pazpese mkams cepo-uep-
HO-CUHIOWHOR0 Yeema Xpsaujesoil naomuocmu. Mukpocko-
nu4ecKu onyxonb cocmosna u3 2 munoe kaemok: I-it mun —
KPYnHble SNUMeAuoudrble KAemKu co C8emaoll yumonias-
MOIL, npU 3MOM YACMb KAEMOK CO0epicana epanysvl Oypoeo
nuemenma. Kiemku obpazoeviganu eHe30a, anbeeonsipHbie
U nceedodicenesucmole CMpPYKmypol 8 epyb080A0KHUCMOU
cmpome. Kiemku 2-e0 muna 6viau npedcmasnenvl cKonie-
HUAMU MEAKUX, DPbIXA0 AeHCAUUX HeillpodAacmOMamo3HbiX
KAemOoK ¢ OKpyeavim eunepxpomuuim sopom (puc. 4). Oonako
OYeHUMb paouKalbHOCMb XUPYPeUHECK020 6Meuamenscmea
He npedcmasasnocy G03MONCHbIM. Dnumeruouonvle Kiem-
Ku axcnpeccuposaru panCK u 6erox HMB-45. Meakue
HelipobaacmonodobHble onyxonegvle KAemKU SKCHnpeccu-
po6anu  HelpoHcneyuduueckyo eHoaasy, CUHAnMoQU3UH
(Synaptophysin). Mapkep npoaughepamueHoii akmugHocmu
Ki-67 onpedensiacs na 20 % onyxonesvix kaemok (puc. 5).
Taxkum obpazom, NpUHUMAS 80 GHUMAHUE UCMON0UHECKOE
cmpoenue U UMMYHO(DEeHOMUN ONYyX0oau, a makKice KAuHu4e-
ckue danHble, ycmarosaeH duaehoz MHDO0.

Pebenox eocnumanusupoean 6 omdenenue Xupypeuu
demeii u noopocmxose HMHUI] JITOU um. JImumpus Poeaue-
8a 015 doobcaedosanus u onpedenseHuss MaKkmuk 0anbHel -
weeo eedeHus.

Ilo daunvim npogedennoeo MPT-uccaedosanus msaekux
mKaHell HUMCHel KOHeYHOCMU, 8 001acmu NepeuyHoll ony-
X0AU ONpedesinucy NocAeonepayUoHHble U3MEeHeHUs pazme-
pamu 1,8 x 2,3 x 1 cm, pagHomepHo HAKAnAUBAOujUe KOH-
mpacmublii npenapam, Ha ghorne KOMopwvix cyoums 0 HAAUHUU
O0CMAamMo4H020 KOMHOHEHMA ONYX0aU He Npedcmagnsnocs
B03MOIICHBIM.

Yepes mecsay, om UHULUAALHORO XUPYDPSUYECKO20 NeHeHUs
8bINOIHEHA NOBMOPHASL ONEPAUUSL C UCCeueHUeM nocmonepa-

Puc. 4. Tucmonoeuueckas kapmuna onyxoau (okpacka I'M3): a — x 100,
06 — x 200. Heonaacmuueckas mKaHo umeem CAONCHOE UCHONOSUMECKOe
cmpoerue U coCmoum U3 HeckoAbKUX munoe kaemokx. B ¢gubposnoii cmpo-
Me pAcnonazarmesi epynnvl, eHe30a U Mmsanicu KpPYnHbIX SNUMEAUAIbHbIX
KAeMOK cO CpeOHUM S0epHO-UUMONAAZMAMU4ecKum coomtouienuem. Aopa
OKpYyenoli hopmul u codeprcam meaxkoenviouametii xpomamut. Llumonaasma
codepoicum meaKue epanyabl memMHo-KOpU1Heo2o nuemenma. Bmopoii mun
KAemoK npeocmaenen noAamu 0osee MeAKux 1eMeHmog ¢ mopgonoeuei
Helipobaacmos

Fig. 4. Histological picture of the tumor (colored with hematoxylin and eosin):
a — x 100, 6 — x 200. Neoplastic tissue consists of several types of cells.
There are nests and cords of large epithelial cells with an average nuclear-
cytoplasmic ratio in the fibrous stroma. The nuclei are round-shaped and
contain chromatin. The cytoplasm includes small granules of dark brown
pigment. The second cell type is represented by fields of smaller elements with
the morphology of neuroblasts

UYUOHHBIX PYOU08bIX MKAHEl ¢ 30HAMU, HAKANAUBAUUMU
Kowmpacm no daunoim MPT, u buoncueil uncusamepanvHoix
naxosvix aumgpamuueckux y3noe. lucmonoeuuecku onyxone-
8ble Kaemku 6 00CMAasAeHHOM Mamepuane He ONPeoessiiuch.

Yuumvieas eucmonoeuneckuii mun onyxoau, paoukanb-
HOCHIb  XUDYPUHECK020 JeYeHUsl, OMCYymcmeue OaHHbIX 3d
Haauuue omoaneHHbIX Memacmasos, NAuUeHm oCmaeieH noo
Junamuueckum Haoaro0enuem. JlrumenvHocms HAONIO0EHUS
cocmasuna 62 mec, nayuenm xcue 6e3 npUHAaAKos 3a001e6aHUS.

O0cyxneHne

MH®O0 — penkast OITyxoJlb ¢ HeOIpeaeJeHHBIM 3JI0Ka-
YeCTBEHHBIM MTOTEHIIMAJIOM, HauboJIee YacTo Mopakarolast
00J1aCTh TOJIOBBI U IIIEW M XapaKTepU3YIOIIascsl ObICTPhIM
pOCTOM y ieTeli B BO3pacTe MepBhIX 2 JieT Ku3uu [1].

B 1918 . Krombecher BriepBbie onucan odpa3oBaHuE,
cXoxee Mo CBOMM MOpP(dOJIOrMYecKuM XapaKTepUCTUKaM
¢ MHDO [11].

Hcropuyeckn ¢ yd4eToM OTCYTCTBUSI YETKOTO ITOHM-
MaHMS TUCTOTeHe3a JTaHHOIo HOBOOOpa30BaHUsI 151 000-
3HaueHuss MHDO ucnonb3oBanoch 00J1b1110€ KOTUYECTBO
TepMHHOB, K Hambojee YacThIM M3 HMX OTHOCWJINCE:
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Puc. 5. UmmyHoeucmoxumuyeckas KapmuHa: a — NO3UMUBHbIE DeaKyuu
¢ Helipobaacmuyeckumu (curanmoghuszun (Synaptophysin)) u snumeauo-
uonvimu (panCK (AE1/AE3), HMB-45) mapkepamu; 6, 6 — no3umuegHole
DPeaKuuu ¢ SNUMeAUatbHolMu KAemKamu

Fig. 5. Immunohistochemical analysis: a — immunohistochemistry showed
expression of neuroblastic (synaptophysin) and epithelioid (panCK (AE1/
AE3), HMB-45) markers; 6, ¢ — positive reactions with epithelial cells

MeJJaHOTUYecKas IpOroHoMa, MMrMeHTHas aMeJio01acTo-
Ma, OIyXOJIb CETYATKM, MEJTaHOTUYECKasl AMUTeINaTbHAS
OIOHTOMa, BPOXJIEHHas MeJlaHoKapimHoma [12].

E.D. Borello et al. B 1966 T. 1IepBbIMU UCITOIH30BAIN
TepmuH MHDO. B cBoeit paboTe OHM MPeIIOKUIN T€O-
pHIO TIPOMCXOXKIECHUS TAaHHOTO HOBOOOpAa3OBaHMSI W3
KJIETOK HEPBHOI'O I'peOHs, OMupasicb Ha BBICOKUI ypo-
BEHb 9KCKPEIIMN BaHWIUIMUHIAIBHOM KUCIIOTHI, 10 aHa-
JIOTUU C TIOBBIIIEHHBIMM €€ I0Ka3aTeIsIMU Y TTAllMEHTOB
¢ (HeoXpoMOILIMTOMOII W TaparaHrjivoMOM, THCTOreHe3
KOTOPBHIX CBSI3aH C IMIPOMCXOXICHUEM U3 KJICTOK HEPBHOTO
rpeoHs1. KpoMe Toro, TaHHOE OTKPBITHE TTO3BOJIMIIO 00b-
SICHUTb HAJIMYME B OITYXOJIU 2 MOMYJISLIMI KJIETOK — MeJia-
HOIIMTAPHBIX Y MPUMHUTUBHBIX HEHPOIKTOAECPMATbHBIX,
OHU TaK>Ke MPOUCXOAAT U3 HEpBHOTO rpedHs [13].

YuutbiBas peaKoCTbh JAaHHOTO BHIA OIYXOJU W TPYI-
Hoctu puarHoctuku MHOB, cBeneHust 06 3IMaEMUOII0-

MUY 3TOTO 3a00JieBaHMS KpaliHe CKyIHble. Tak, Tpymnoi
HCClIeIoBaTesIcii TIPOBEICHO KPYITHOE PETPOCTICKTUBHOE
HUccaeaoBaHNue, B KOTOPOM MPOaHaJIu3upoBaHbl 472 ciy-
yags MHBO, 3apeructpupoBaHHbIE B MEXIYHApOIHOMN
nuteparype 3a nepuon ¢ 1918 mo 2013 r. Pactipenenenue
10 JIOKQJIM3AIIMK BBITJISIIEIIO CIISAYIONIMM 00pa3oM: BepX-
His 4yesocTh — 279/472 (62,2 %), KOCTH OCHOBaHUS Yepe-
ma — 70/472 (15,6 %), HuxHsis yentocTb — 35/472 (7,8 %).
IIpu sTOM MemmaHa Bo3pacTa Ha MOMEHT IIOCTaHOBKU
nuarHosa coctaBuia 4,5 mec [14]. MHTpakpaHuaibHbIE
WIN C MIOpaXeHUEeM BelllecTBa rosioBHoro mosra MH®D0O
BCTPEUYAIOTCSI peXe U COCTaBsiioT 6,1 % omucaHHBIX
HaOMoIeHUH (IMOJTyIapusi TOJIOBHOTO MO3Ta, MO3XEYOK,
IIUIITKOBUIHAS Xejie3a).

B 92 % cnyyaeB MHBO peructpupylorcsi y aeTeii mep-
BOTO rojia >Xu3Hu [15], uTo moATBepKAal0T COOCTBEHHbBIE
JaHHbIe, MeIrMaHa BO3pacTa B Hallleil KOropTe MalleHTOB
coctaBua 6 mec. B HaydHOI TuTepatype onucaHsbl 5 ciiy-
yaeB BpoxaeHHoit MHDO. Ipu pacnipeaeneHn 110 MOy,
Kak MpaBWIO, MPUCYTCTBYET MPEBATUPOBAHUE JTULL MYXK-
CKOTO T10J1a, TOTJa KaK B HaIlleil KOTOPTe YKMCIIO OOJBHBIX
MYCKOTO U 3KEHCKOTO I10J1a ObLJI0 OIMHAKOBBIM.

B HacTostiiee BpeMsi B HaydHOI JIMTepaType HEeT TaH-
HBIX, YKa3bIBAIOIIMX Ha HaJW4YWe IIpeapacrioyiararoimx
(akTOpoB K pa3BUTHUIO TaHHOTO THIA OITyXoau. B vact-
Hoct, MHB®O He BXOmSIT B YMCIIO OIYyXOJeil, BCTpe-
yarommxcst npu cuHapome JIu—®paymeHu WU APYrux
TEHETUYECKN OOYCIIOBJICHHBIX CHHAPOMAX, TaKMX KakK
MyTalluM B TeHe peTuHoOaacToMbl (RBI), Helipohubdpo-
Mato3 uiau cuHapoMm beksura—Bunemana. B ¢Bsi3u ¢ aTiM
CTOUT ITOAYEPKHYTHh YHUKAJIBHOCTD KIIMHUYECKOTO CITyJast
Pa3BUTUS OCTPOro JIUMGHOOJIaCTHOTO JeiiKo3a y MalMeHTa
¢ MHBO, npuBeneHHOTO HaMH BHIIIIE.

Knunaunueckas xaptuHa npu MHBO Hecneumnduny-
Ha ¥ 3aBUCHUT OT JIOKaJIn3anuu omyxosn. ObOpanaer Ha
ce0s1 BHUMaHUe Hajinuue o0beMHOro o0pa3oBaHusl, Oe3-
0OJIC3BHEHHOTO TpPU TaJblallid, BBHICOKOW TUIOTHOCTH,
KOTOPOE MOXKET COIPOBOXKAATHCS OTEKOM OJIM3JIeKAIINX
TKaHeil. KoxkHble TOKpOBBI Haja 0Opa30oBaHUMEM MOTYT
WMETh CUHIOIIHBI OTTEHOK, a CO CTOPOHBI CIM3UCTHIX
000JI04Y€K BIUIOTH 10 TEMHO-CUHET0 OKpaIlIuBaHusI ¢ OJie-
CTSILEN TToBEepXHOCTHIO. HecMoTpst Ha MOOpoOKaYeCTBEH-
HBIII xapakTep oOpasoBanusg, MHDO moxeT xapakre-
PU30BaThCSl arpeCCUBHBIM KIMHUYECKUM TEUEHUEM, UYTO
TIPOSIBIISIETCS] OBICTPHIM POCTOM OITyX0Jin. Takoe ee TmoBe-
JIEHUEe Ha MEepBOM 3Talle MO3BOJISIET AyMaTh 00 MCTUHHO
3JI0KQY€CTBEHHBIX OITYXOJISIX, TAKUX KaK pabIoMHUOCapKO-
MauT. 1.

IIpu MHBO He cymiecTByeT creuudUYECKUX nua-
THOCTUYECKUX MapKepoB. B HEKOTOPHIX ITyOJIMKAIIMSIX
COOOILIAETCS O MOBBILIEHUU YPOBHS META0OJIUTOB KaTeXO0-
JJAMUHOB B MOYE, YTO MOXET HaOJIIOAThCS ¥ TTAlIMeHTOB
¢ HeitpooOmacTomoii. B 0630ope B. Kruse-Losler et al. ypo-
BEHb META0OJIMTOB KaTEX0JaMUHOB B MOY€ ObLIT ITOBBIIIEH
vy 5/29 (17 %) nalmeHTOB, IIPU STOM IIOBBILICHUE YPOBHSI
KaTexoJaMIHOB B IIa3Me KpoBU oTMedasiocby4/17 (23 %)
OOJIBHBIX. YPOBHU KAaTeXOJAMUHOB B IJIA3M€ WJIM B MOYE
HE 3aBHUCEJM OT IePBUYHON JIOKAIM3ALMU OITyXOJIU
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U, TO-BUAMMOMY, HE KOPPEJIMPOBAIMU C ITOBBIIMICHHBIM
PUCKOM peliManBa Uiu MeTacta3upoBaHus [2].

Pentrenonornuecku MHDO wuMeloT XapaKTepHbIe
npusHaku. I[Ipu nposegeHun KT oOpazoBaHue umeeT
SKCIAHCUBHBIN POCT, OTMEUAIOTCS TPU3HAKU pa3pylie-
HUS KOPTUKAJbHON TJIACTUHKU KOCTH, (HDOPMHUpPOBAHME
CIIUKYJA W TIEPUOCTAIBHOM peakuu. MSTKOTKaHHBIN
KOMITOHEHT HMEET THUIIepACHCUBHBIC XapaKTePUCTUKH,
YTO CBSI3aHO C HakoIuleHWeM TurMeHTa. CXoXylo Kap-
THHY MOXHO BUICTh Ha M300paXKeHUSIX IIPU TTPOBEICHIH
MPT — runepuHteHcuBHbIe yuyacTKu Ha T1- u T2-B3Be-
LIEHHBIX U300paxeHusx [16, 17].

[Ipu mpoBeneHUN TUCTOJOTUYECKOIO MCCIICIOBAHUS
Makpockonuuecku MHDO npencrapiasioT coboit mioT-
HYIO0, TOJbYATYIO TKaHb. B 3aBHCMMOCTH OT comep:KaHUs
MUIMEHTa OITyXOJib MOXET MMETb CHUHE-YEpHbI OTTe-
HOK [18]. MMKpOCKOIIMYECKN OHA COCTOUT M3 OCTPOB-
KOB MaJIeHbKUX KPYIJIBbIX OIyXOJIEBBIX KJIETOK Ha (hoHe
(hubpoKoTareHOBOM CTPOMBI. XapaKTePHBIM IIPU3HAKOM
MH®O gBngercsa aBoitHasT TOIMYISALUS KJIETOK, COCTO-
gamas W3 SMUTETMOVIHBIX  MeJTaHWH-TTPOIYIIN PYIOIINX
KJIETOK ¥ IIPUMHUTUBHBIX HEHPOTEHHBIX KJIETOK B OKpY-
KeHun (pubdpokosiareHoBoir cTtpoMbl. KieTku Moryr
00pa3oBBIBATh THE3MA W TICEBIOATBBEONISIPHBIC CTPYKTY-
pel. Kak mpaBuiio, MeaaHUH-TIPOAYLUPYIOIINE KISTKU
pacrioyioxkeHbl 1o nepudepun, Toraa Kak HelporeHHbIe
KJICTKM HaXOISITCS B LIEHTPAJIBHBIX oTaenax [19]. Mena-
HUH-MPOAYLUUPYIOLINME KJIETKA UMEIOT SMUTEINOUIHYIO,
MHOTOYTOJIBHYIO WM KyOOBMIHYIO (OpMY, IJIST HHX
XapaKTEepHO HaJuuue OOMJIbHON 303MHOMUIBHON LIUTO-
IJ1a3Mbl C COJepKaHMeM TpaHyJ MelaHWHa. HeiiporeH-
Has TIOMYJISIIKUST COCTOUT U3 HEOOJBIINX MPUMUTUBHBIX
KJIETOK C BBICOKWM SIIEPHBIM W IIATOIIa3MaTUICCKUM
cooTHomIeHneM. JlJId HUX XapaKTepHBI KpYyIJbIC sIpa
C penKo BCTpeYarolIMMUCS BKIIOUEHUSIMUM XpoMaTUHA,
KapTUHA «COJIb C TepleM». MUTOTHYCCKAasT aKTUBHOCTb,
KakK MpaBUJIO, HEBBICOKAsI, HAJIMYME 30H HEKpOo3a Hexa-
pakrtepHo [20].

Jg moctaHoBkM auarHo3a MHODO BaxkHO TIpoBe-
nenne WMI'X-uccnemoBanus. Ob6a Tuma KJIETOK Xapak-
TEPU3YIOTCS HAJIWIMEM 3KCIIPECCMU BUMEHTHHA W HEM-
poHcnenndpUUecKoit eHoaa3bl. DMUTSTUOUIHBIE KIETKU
OOBIYHO TTO3UTHUBHEI ITPU OKPAIIMBAaHUY Ha IINTOKEPATUH
u Mapkepbl IUhGEPEeHIIMPOBKA MEIaHOIIMTOB, TaKMX
kak HMB-45 u nodamuH-B-runpokcunaza [21, 22].
HeiiporeHHple KIIETKM SKCIPECCHUPYIOT CHUHANTODM-
3MH U MMEIOT OTPHULIATEJbHYIO PEaklUIo C aHTUTEJIaMU
K LIMTOKEepaTWHY. B psme ciydaeB MOXET OTMEUYaThCs
MOJIOXKUTETbHAS KCIIPECCHS TTNATbHOTO (GUOPUIUISIPHO-
ro kucyioro 6esnka [21, 23]. O6e nomnyasiluu KIeTOK, Kak
MpaBWIO, OTpULIATEbHBI B oTHOIeHn PS100. B penkux
clyyasix OTMeYaeTcsl IKCIIPECCUsT MapKepOB MbIILIEYHOMN
JHIM  TUDGEepEeHIIUPOBKA  (IECMHUH, TJIaAKOMBIIIEY-
HBIIl aKTUH U MUOTEHMH), YTO, B CBOIO Ouepedb, MOXKET
CMOCOOCTBOBAaTh OLIMOOYHOMY AMArHo3y — pabaoMuo-
capkoma. D.F. de Souza et al. B cBoeit paboTte mpoBean
OLIEHKY 3KCIIPECCUM HECKOJIbKUX OCJIKOB KJIETOYHOTO
mmkia (6emok p53 — TP53, E3 yOMKBUTHH-IIPOTEMHOBAS

quraza — MDM-2, nukiaud D1 — Cyclin D1, uukaun A —
Cyclin A v gaepHbIil aHTUTEeH TTPOIUDEPUPYIOIINUX KITe-
Tok — PCNA). bputo mokaszaHo, 4TO SMUTEIMOUTHBIC
kietkn umenu skcnpeccuto Cyclin DI, Cyclin A, PCNA
1 MDM-2 [24]. OcHOBBIBasICh Ha JaHHOM HaOJIIOIeHNH,
ObLIM ce/laHbl BHIBOABI, UYTO 3TU KJIETKM 00JafaloT Hau-
OoJbIIeit TpoandepaTuBHON aKTUBHOCTHIO. DKCIIPECCHST
MDM-2 takxke BaxkHa IJIs1 TOHUMaHUST OMOJOTMYeCKOTrO
TMOBEJCHUSI W DPA3BUTHS OITYyXOJIM, TTOCKOJIbKY, Oymydun
npoTooHkoreHomM, MDM-2 B3aumoneiictByeT ¢ Oe-
koM P53, unrubupys ero dyHkuuio. Kpome Toro, 6n110
MIPOAECMOHCTPUPOBAHO, YTO MEIAHWH-TIPOLYIMPYIOIINE
KJIETKM XapaKTepu3yloTcsl BbicoKo# akcnpeccueii PCNA
(40—50 %), uTo MOATBEPKAAET X BHICOKMIA Mponndepa-
TUBHBIN TTOTeHLIMAN [24].

B HamreM wMccienoBaHUM THCTOJIOTMYECKasi KapTUHA
BO BCeX CIIydyasx MMejia XapaKTepHOe IBYXKOMIIOHEHTHOE
CTpoeHUe ¢ HanuuueM (puopo3Hoii ctpomel. [Ipu aTom
SMUTEINOUIHBIA KOMITOHEHT 3KCITPECCHPOBAI MapKephl
MesnaHouuTtapHoii nuddepenurposku (HMB-45) B 80 %
n panCK (AE1/AE3) — Bo Bcex ciyvasx. Onupasich Ha
COOCTBEHHBIC JTaHHBIC, JOCTOBEPHO CYIUTH O BIMSHUU
TMCTOJIOTMYECKOro THUMa omyxoyiu (mpeobsiagaHue TOro
I MTHOTO KOMITOHEHTa) Ha IIPOTHO3 M TeUeHUe 3a00J1e-
BaHMSI HE TPEACTaBIsIeTCs] BO3MOXHBIM, OJHAKO (bpaH-
1y3cKasi TpyIa uccienoBaTesieil B cBoei paboTe ciesana
MPEAIIOI0XKEHNE, YTO TUCTOJIOTUYECKIE XapaKTePUCTUKHI
OITyXOJIM HE KOPPEJMPYIOT C arpecCUBHBIM TeYeHUEM
3aboneBaHus [25].

B Hacrosiee BpeMs B otHomeHu MHDO He uaeHTU -
(pumpoBaHbI XapaKTepHBIC MOJICKYISIPHO-TeHETUUCCKIE
mapkepbl. B pabore C.C. Gomes et al. ObLJIO IMOKa3aHoO,
YTO B OJJHOM M3 3 MCCJIEIOBAaHHBIX CJlydaeB oOHapyXeHa
myTaiust BRAF-V600F, xapaktepHasi JUIsl 37T0Ka4eCTBEH-
HOM MeJlaHOMBI Koxu [26]. B wmccinemoBaHuu, IpoBe-
JEHHOM HAaMH, HU B OZHOM M3 6 HAOIIOAEHUI MyTalUK
BRAF-V600F obHapyxkeHo He ObL10. TakKe B TUTEpaType
OTIVCAHBI CJTy9au C MOTEPEeit TeTEPO3UTOTHOCTH U TSI -
el 1p, yBeIMueHUeM KOIUii 7q y IalleHTa ¢ ipeobnana-
HUEM HeipoOJIacCTUYECKOT0 KOMIOHEHTa omyxonu [27]
¥ HaJIN9MeM MHaKTUBUpYyIoleit Mytaunu B reHe CDKN2A.
CexkBeHupoBaHue puboHykiaenHoBoit kuciaotel (PHK)
MIpY 3TOM BBISIBWJIO HAIMYME TEPECTPOUKM C yIaCTHEM
reHa RPLPI n xnactepa mukpoPHK C/9MC y manuenta
¢ JJoKaju3alyei mpolecca B MaJio0epLioBOii KOCTH [28].

Huddepenunanbupiit  nuario3 MHBO  Bxkimioyaer
B ceOsl LIeJIblid PsilT 3JI0Ka4eCTBEHHBIX HOBOOOPa30BaHUIA,
MMEIOINX CXOXYI0 THCTOJIOTUYECKYI0 KapTwHy. K HUM
OTHOCATCSI: HeipoOsacToMa, HEXOMXKKUHCKas JuM@o-
Ma, capkoma KOuHra, anbBeossipHasi pabgoMuocapkoma,
3JI0KaYECTBEHHAsl MeJIaHOMa KOXHU M CBETJIOKJIETOYHAasI
capKoMa MSATKUX TKaHEeH.

OcHOBHBIM MeTonoM JedeHusas MHDO ua ceron-
HSIIHUKA JeHb SIBISIETCS €€ XMPYypruyeckoe yrnajaeHue
[29]. OnHako B CBSI3U C 4ACTOM JIOKanU3alUen mpoiecca
B 00JIaCTM TOJIOBHI M IlIeWM TPOBEACHUE paguKaabHO-
IO XUPYPru4ecKOro JICUEHUST 3a4acTyi0 HEBO3MOXHO.
CornacHO JaHHBIM (DPaHITy3CKOM TPYIIITBI UCCIeI0BaTe-
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Jieit, uib B 18 % ciydaeB ynaioch 1ooutbest RO-pesek-
LIMU, TIPY 3TOM JIOKaJu3alus Mpolecca B OOJIbIIMHCTBE
cjydaeB IIPUXOIMJIACh Ha 00JIACTh BEpPXHEW YeJIOCTH,
YTO TOATBEPXKIAIOT M COOCTBEHHBbIC nOaHHbe. CTOUT
OT/IEJIbHO MOAYEPKHYTh, YTO JAHHOE UCCICIOBAHUE MO~
BEPIJIO COMHEHMIO Pe3y/ibTaThl MPEAbLAYIIMX ITyOIuKa-
Ui o0 HeOJAaronpusITHOM 3HAYeHWU HepaauKalbHOM
R1/R2-pesexuuu y nauueHtoB ¢ MH3O. Tak, y 1 601b-
Horo Ha (oHe npoeaeHus [1XT oTMeuanach nmporpeccus
3a00JIeBaHusI, TOrAa KaK MOC/Ie XMPYPrUUeCKOro JeUeHMsI
B o0beMe R2-pesexkunu ymaaoch HOOUTHCS CTaOMIIM3a-
LIY TIpoliecca, 0e3 MPU3HAKOB IIPOTPECCUU 3a BCE BpeMs
HabmoneHus. CoOCTBEHHBIC JaHHBIC TIOATBEPXKIAIOT 3TO,
HU y ogHoTro U3 3 naieHToB ¢ R1/R2-pe3exiueit/Hanu-
Y1eM OCTaTOYHOI'O KOMIIOHEHTA OITYXOJIM 3a BeCh IIEPUO/I
HaOJIONeHUs HE OTMEUEHO IIporpeccuu 3abojieBaHUS.
OHaKO IS TTOJIyYSHUSI CTATUCTUYECKU 3HAYMMBbIX BBIBO-
JIOB HEOOXOIMMO MPOBEJAeHNE UCCIIeJOBaHMS Ha O0JIbIIIeH
Koropre 0OJIbHBIX.

CraHJapTHBIX MOAXOJOB K Tepalnu Hepe3eKTade b-
HbIX hopm MHDO B HaCTOSIIIIMIT MOMEHT HE CYIIECTBYET.
B HayuHoOI1 MTepaType OMMcaHbl HOMNBITKU ITPOBEACHMS
ITXT kak eaMHCTBEHHO OMIMY TePaIUK U/WIN B COYeTa-
nuwm ¢ JIT [30, 31]. Bo63ope A.F. Derache et al. mpuBeaeHbI
naHHbIe 0 437 3aperucTpupoBaHHBIX ¢ 1980 I. mammeHTax
¢ MHDO, npu atoMm T0j1bKO 27 (6 %) 13 HMX MOJIydaiu
JIOTIOJTHUTEJIbHBIC OMIIUM Tepanuu: B 18/27 ciyyasx mpo-
Boauiach Tonbko [1XT, B 5/27 — IIXT B couetanuu ¢ JIT
n 3 6onbHBIX TToaydanu Tojbko JIT. M3 24 mauueHTOB,
moay4yaBimx I[TXT, 19 60abHBIX ¢ COXpaHEHUEM OCTaTOY-
HOrO KOMIIOHEHTA OITyXOJIM I1OCJIe HepaJauKaJbHO OIle-
panuu nojiydanu HeoagbloBaHTHYIO [1XT u 5 manyeHram
I0CJIe paauKalabHOI orepaluu (B cIydae OTCYTCTBUSI OCTa-
TOYHOIO KOMIIOHEHTA OITyXOJIM) IPOBOIMIACH AIbIOBAHT-
Hag TIXT. YuyuteiBasi THMCTOJIOTMUYECKUE XapaKTepUCTUKU
OITyXOJIM (HaJIMuKe HeipoOJIacToOB), B KAYECTBE IperapaToB
nns mpoBeneHus TIXT mcnonb3oBaavch JOKCOPYOUIINH,
BUHKPUCTUH, LUKIO(pohaMuI, 3TOMO3UI U KapOOIUIaTUH
[14], xoTOpBIe MPUMEHSIIOT B MPOTOKOJIE JICYEHUS TallUeH-
TOB ¢ HelipobyacTomoii [25, 32].

B rpyrine nanyeHToB, 0Jy4aBIINX HE0aIbIOBAHTHYIO
[IXT (n=19), oTMegasioch cokpallieHrue 00beMa OITyX0JI1
ot 10 10 75 % OT MHULIMAIIBHOTO pa3Mepa B 8 Cllydasix.
IMonuHplit orBeT ObUT HOCcTUTHYT B 2/19 (11 %) Habmoxe-
HUSIX, YaCTUYHBIA oTBeT — B 9/19 (47 %), crabuin3anus
3abosneBaHuss — B 3/19 (16 %) u nporpeccust 3abojieBa-
HMs Oblta otMeveHa y 5/19 (26 %) maumeHToB. Takum
00pa3oM, 4acToTa 0OBEKTUBHBIX OTBETOB Yy JAHHOM TPyII-
bl OOJIBHBIX cocTaBuia 58 %. MeauaHa HaOMOIEHUS
y 5 NalLlMEHTOB ¢ COXPaHEHUEM ITOJTHON PEMUCCUU COCTa-
Buna 25,5 mec [14].

W3 6 npoaHan31poBaHHbBIX HAMU MALIMEHTOB TOJIBKO
B 1 ciryuae 6buta mpoBeaeHa ITXT (B coctaBe — aToro3usn,

kapboriatuH u udocdamua), mpu 3ToM mnocie 3 Kyp-
coB IIXT ymanoch moOUThCS CTaOMIM3alMM TIpoliecca,
B JajbHelieM 0oJibHOMY Oblia mpoBenaeHa JIT, ogHako
COKpAIICHUS OITYXOJIM HEe TTPOU3OIILIO.

Yacrora penanBoOB 3a00J1eBaHUs KOJIEOIEeTCsT B TIpe-
nenax ot 15 mo 28 % [23, 25, 33]. K HebGaaronpusTHbIM
MPOTHOCTUYECKUM (haKTOpaM OTHOCSTCS: BO3pacT Ha
MOMEHT ITOCTAaHOBKM IMarHo3a, IoJ, JIOKaIu3alus OImy-
XOJIU B BEPXHEH YETIOCTU U HepaauKalbHOE XUPYPIU-
yeckoe JieyeHue [2, 33], ogHAKO YeTKUX KPUTEPUEB IS
ornpeaeaeHus] HeOIaronpUsITHOro TeueHUus 3a00JIeBaHUSI
HeT. A.W. Barrett et al. B cBoeil myOauMKalUuu Mpearo-
JIOXKUIM, YTO TOKa3aTeJIu MUTOTUYECKON aKTUBHOCTHU
(6onee 2 cduryp mutosa Ha 10 moneit 3peHUs), UHAECKC
npoaudepaunu Ki-67, npesbimaniiuii 25 %, u Hanaue
no3utuBHOM peakiuu K CD99 Obutu cBsI3aHBI ¢ Oojee
arpecCUBHBIM MOBeAeHeM orryxon [22]. Takxke, 1o MHe-
HUIO HEKOTOPBIX aBTOPOB, CUYMTAETCS, UTO IIpeodiagaHue
HEelpo0JacTUUECKOrO0 KOMITOHEHTa B OITyXOJM CBSI3aHO
¢ 6oJiee arpecCUBHBIM TeUeHHEM 3a00JIeBaHUS U BHICOKUM
PUCKOM pa3BUTHS JIOKaJIbHOTO peunauna [25]. UHTepec-
HO, 4TO BO3PACT HA MOMEHT ITOCTAaHOBKM ITHMAaTrHO3a SIBJISI-
€TCSI TPOTHOCTUYECKM HEOJIaronpUsITHBIM ITOKa3aTesieM,
COIJITaCHO JaHHBIM KPYITHOTO PETPOCIEKTUBHOTO HCCIIe-
JoBaHUs. bbllo ToKa3aHo, 4To AeTH ¢ BepUUIIMPOBaH-
HBIM B TE€UYEHME TIEPBBIX 2 MECSIIEB XXM3HU IUAarHO30M
PEeLIMIMBUPOBAJIA C OOJIbIIIC BEPOSITHOCTHIO B TEUCHME
6 Mec 1 uMesn 00J1ee HU3KYIO 0eCCOOBITUIHYIO BEIKMBaE-
MOCTb. B TO BpeMsi Kak IarimeHThl, KOTOPHIM JUArHO3 ObLT
YCTaHOBJIEH B Bo3pacTe 4—5 MecsleB U cTapiie, UMeJIn
MUHUMAJIbHBIN pUCK pa3BuTus peuuausa [14]. OmHako
KccienoBaHue (hpaHIly3CKOM IPYIIIbl OABEPIJIO COMHE-
HUIO 3TO HAOJIONEeHUEe, TEM CaMbIM IOIYepPKUBask HEOO-
XOIWMOCTh TIPOBEICHMSI MCCIACAOBAHMI C BKIIIOYCHHEM
OOJIBbIIEro YKCIa malueHToB [25].

BoiBoab1

HaHHOe uccaenoBaHUe NEMOHCTPUPYET KpaitHe pel-
Kylo 4acTtoty BcTpeyaeMocthu MHBDO, TeM He MeHee
HE0OX0AMMO BKJIIOUEHUE TaHHOTO BUIA OITyXOJU B Iuch-
(hepeHIMATBHO-IUATHOCTUYECKUI PAL y JeTell paHHETo
BO3pacTa, 0COOEHHO ¢ JoKaJlM3alluel mpoliecca B 00Ja-
CTH TOJIOBBI U I1IeY BBULY OBICTPOTO U MH(PUIBTPATUBHOTO
ee pocra.

PanukanpHOe XMpypruyeckoe yhaajJleHUe SBIISIET-
¢ meTonoM BbIOOpa. CTaHIApTU30BaHHBIX ITOJIXOJO0B
K Tepanuy MallMeHTOB C Hepe3eKTabeJbHOl M MeTacTa-
tnyeckoi MHBO He cymecrsyer. Ponp IIXT u JIT no
KOHIIa He ompeaeneHa. Kpome Toro, mis moHUMaHUS
OMOJIOTMYECKOTO TOBEACHUSI OIYXOJIW M IOBBIIICHUS
3(DdOEKTUBHOCTU Tepanmuy HeOOXOIUMO U3ydeHUE MOJie-
KyJIsipHO-TeHeTn4YecKoro npodwist MHDO Ha Gonblieit
KOTOpTE MallMeHTOB.
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HccnenosaHue aganmauuoHHbIX MEXaHU3MOB perynauuu
MUKPOUUpKynamopHoro pycna y 6onbHbiX remocunuei

N.JL. Jassinkun', FO.A. Tepreas!, JI.A. Kynmaii2, 1.B. Kypros!, O.E. Tanunosa’, T.I1. Kyssmuna', K.B. Haymosa!
IPrbOY BO «Camapckuii eocydapcmeerulii Meduyurckuil yuueepcumen» Munsopasa Poccuu;
Poccus, 443099, Camapa, ya. Yanaesckasn, 89; *OI'BY «locydapcmeennubiii Hayunbiii uenmp “Uncmumym ummyHonsoeuu”
DedepanbHoeo meduko-ouonoeuteckoeo azenmemea»; Poccus, 115478, Mockea, Kawupckoe wocce, 24

Konmaxmnuvie dannvie: [Onus Anamonvesna Iepeens Kossyyy 1@yandex.ru

Beeodenue. Yacmoie Kposomeueruss npu eeMoQuUAUYU 3HAUUMENBHO YXYOulaom Kavecmeo ycuzHu 604vHbix. [lamoeenes kposonomeps npu
eemoqpuauu u3y4eH HedoCmamo4Ho, 0COOeHHO HA YPOBHe cOCY008, NOIMOMY NpU OAHHOM 3a001e8aHUU HEe0OX00UMO UCCAe008AHUe MUKPO-
YUPKYA[AUUU.

Ileab uccaedosanus — oyeHUMb MEXAHUIMbL Pe2yASUUL nephy3ul MKaHeil Kpogovio U a0anmayuoHHble pe3epebl cucmembl MUKPOUUPKYASL-
yuu y 60abHbIX cemoghunuetl.

Mamepuaavt u memoowt. IIposedena oyenka obujeli MUKPOUUPKYAAYUU MeMOOOM AA3ePHOL 00NAepO8CcKoll roymempuu y 44 604bHbIX
eemouaueii A 6 ozpacme om 14 do 20 aem. Taxcenras gopma 3a6oresanus 6viaa 'y 59 % 6onrvhuix, cpeduss —y 32 %, aeekas —y 9 %
nayuenmos. B konmponsnyio epynny eouiau 26 300pogvix myxcuun 6 eospacme om 14 do 19 aem. Jamuuxamu chumanucs noxasamenu
KPOBOMOKA 6 004acmu yKa3amenvHbix naivyes ¢ 0beux cmopon. Y 20 6oavhbix eemoguaueii A binoaHeHa OKKA3UOHHAS nPooa.
Pesyavmamut uccaedosanus. Y 601vHbIX eemouaueli 00HApYICeHbl ACUMMEMPUHHbIe USMEHeHUs Napamempos MUKpOUUPKYAayuU npu
usMepeHul 8 001acmu yKasameabHviX naivles. B nokoe npu eemoguauu 8vis181eH0 npeobaadanue 8a3ocnasma: CHUdICeHUe noKazamens
nepgysuu M, yseauuenue wyHmupoganus Kpogu 3a cuem npeodAadanus Muo2eHHo20 monyca. Buwecme ¢ mem nokasamenu netipoeentozo
MOHYca umeny meHOeHYuo K cHudicenuro. IIpu OKKAO3UOHHOU UleMuU 8a30CNA3M 6 nepavle CeKyHObl Om MOMeHma Ha¥aia 6030eiicmeus
cmpeccogoeo (hakmopa 3ameoneH.

Saxarouenue. Hccredosanue no3eonuno eviasums OUCPeYASUUIO MOHYCA COCY008 MUKPOUUPKYASIMOPHOL0 PYCAA Y MOAOObIX OOAbHBIX 2e-
Moghunueil 6 nokoe U npu 8030elicmeuu Cmpeccogoeo haxmopa é sude kpamkospemenHoil uwemuu. Ilosmomy npu eemoguauu ¢ M0100020
603pacma Heobxo0um KOHMPOLb MUKPOUUPKYASUUL 015 CB0eBPEMEHHOU NPOPUAGKMUKU KAK KPOBOMeHeHUil, MAK U cep0eyHo-cocyOucmoil
namonoauu, C6s13aHHOU ¢ 6A30CNA3MOM.

Karouesnie crosa: cemogpuaus, kposomeueHus, MUKPOUUPKYAAUUS, pecyaayus nepdhy3uu, SHO0meauil, uyHmupoganue Kpoeu

Jas yumuposanus: /lasviokun U.JI., Iepeens F0.A., Kyonaii JI.A., Kypmos U.B., /lanunosa O.FE., Kyzvmuna T.I1., Haymosa K.B. Hccae-
dosanue adanmayuoHHbIX MEXAHUZMOB PecyAauUU MUKPOUUPKYAIMOPHO20 pycia y 60abHbIX eemogpuaueii. Poccutickuti scypran demckoil
eemamonoeuu u onxonoeuu 2019;6(3):54-8.

Research of adaptation mechanisms of regulation of microcirculatory beds in patients with hemophilia

L L. Davydkin', Yu.A. Gergel', D.A. Kudlay’, I.V. Kurtov', E.O. Danilova’, T.P. Kuzmina’, K.V. Naumova'

ISamara State Medical University, Ministry of Health of Russia; 89 Chapaevskaya St., Samara, 443099, Russia, > National Research
Center — Institute of Immunology Federal Medical-Biological Agency of Russia; 24 Kashirskoe Shosse, Moscow, 115478, Russia

Introduction. Frequent bleeding with hemophilia significantly worsens the quality of life of patients. The pathogenesis of hemorrhage
in hemophilia has not been studied enough, especially at the vascular level, so it is necessary to study microcirculation in this disease.

The purpose of the study is to assess the mechanisms of regulation of blood tissue perfusion and the adaptive reserves of the microcirculation
system in patients with hemophilia.

Materials and methods. Total microcirculation was assessed by laser Doppler flowmetry in 44 patients with hemophilia A between the ages
of 14 and 20 years. Severe form of the disease was in 59 % of patients, the average — in 32 %, light — in 9 % of patients. The control
group included 26 healthy men aged 14 to 19 years. The sensors recorded blood flow in the index fingers on both sides. In 20 patients with
hemophilia A, an occlusion test was performed.

The results of the study. In patients with hemophilia, asymmetric changes in microcirculation parameters were detected when measured in the
area of the index fingers. At rest in patients with hemophilia, the prevalence of vasospasm was revealed: a decrease in the perfusion index M,
an increased blood bypass due to the predominance of myogenic tone. However, neurogenic tone indicators tended to decrease. During
occlusive ischemia, vasospasm is slowed down in the first seconds after the onset of exposure to the stress factor.

Conclusion. The study revealed a dysregulation of the vascular tone of the microvasculature in young hemophilia patients at rest and under
the influence of a stress factor in the form of short-term ischemia. Therefore, with hemophilia from a young age, control of microcirculation is
necessary for the timely prevention of both bleeding and cardiovascular pathology associated with vasospasm.
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BBenenne BBIsIBJIEHUE (DAaKTOPOB MPENPacIioNoXKEeHHOCTH K 3a00J1e- S

B Hacrosmee Bpemsi B mupe okoio 400 000 myx-
YUH CTpagaloT reModuireil, CBI3aHHOM, KaK IMpaBuUo,
C HaCJIEICTBEHHBIM yXYIIIIEHWEM TeMocTas3a u3-3a aedu-
uTa (hakTopoB cBepThIBaHMUS KpoBHU, varie VIII (remo-
¢unmusg A) u IX (remodpunusa B). B 6onblinHCTBe cayyaeB
3aboyieBaHME UMeeT JTM0O0 TsLKeJloe TeueHue, b0 cpe-
Hel TSKECTH, KOrJa YpoBeHb Oe(UUIMTHOro QakTopa
CBepThIBaHUsI KpoBU cocTaBiisieT MeHee 5 %. bnaromapst
COBPEMEHHOMY JICYCHUIO TMPOJOJIKUTEIbHOCTh KU3HU
MmauueHToB ¢ reModuineit yseanumiaach [1—6]. B To xe
BpeMsI COBpeMEHHasl 3aMeCTUTEeIbHAs TepaItus Iperapa-
TaMu (paKTOPOB CBEPTHIBAaHUS KPOBU HE BCET1a MO3BOJISIECT
pelunTh MpobJIeMy KPOBOTOUMBOCTH TIpU reModuinu [7].
ITpu ypoBHe nepunutHoro gakropa MeHee 1 % coxpaHsi-
€TCsI BO3MOXKHOCTD TOSIBJICHUST CHIOHTAHHBIX TeMOpPParui,
B TOM UMCJIE€ B CyCTaBax, YTO CAYKUT MPUUUHON HETPYIO-
CIIOCOOHOCTHU MOJIOABLIX MY>KUMH [8]. B HacTosiee Bpems
IIJIsT OONTBHBIX TeMO(UIIMEN C IOHOIIECKUX JIET aKTyalIbHO

BaHMSIM, TPAAULIMOHHO CBSI3aHHBIM C YBEIUYCHUEM BO3-
pacTa, HampuMep 3a00JieBaHUSIM CEPAECYHO-COCYIUCTOM
cucteMbl. B nurepatype npuBoasiTCS JaHHbIE O OOJbLIECH
pacIpoOCTPaHEHHOCTU  apTepUabHOM  TUIIEPTeH3UU
cpean OOJIbHBIX TeMO(UINEil 10 CpaBHEHUIO ¢ OOIIeii
nonyisiueit [9, 10]. [TaToreHeTUYeCKM BaXKHBIM 3BEHOM
JIO0OT0 TMAaTOJIOTMYECcKOro Ipolecca SIBSIETCS U3Me-
HEHUE MUKPOLIMPKYJSILUKU, COCTOSIHME KOTOPOil Ipu
reMo(uaInu n3ydyeHo HegoctaTouHo [11—14]. AktyanbsHO
HCClIeoBaHUEe OCOOEHHOCTE pEeryisiiiuy TOHYyca COCY-
JIOB MMKPOLIMPKYJISITOPHOTO pycjia, X aJalTalldOHHBIX
pe3epBOB IIPU reMOMWINHU, KOTOPbIE MO3BOJIST BbISIBUTD
JIOTIOJIHUTEJIbHBIC 3BeHbsI IIATOreHe3a JaHHOT 0 3a001eBa-
Hus.

Ilenp uccienoBaHusi — OLIGHUTb MEXaHU3Mbl pery-
Jaiuy nepdy3ud TKaHed KpPOBbIO U aJanTalllOHHBIC
pe3epBbl CUCTEMbl MUKPOLIMPKYJISILIMU Y OOJIbHBIX TeMO-
punmeii.
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MatepuaJjsl 1 METOIbI

Oo6cnenoBaHbl 44 00NBHBIX TeMOGUINEl A B BO3pacT-
HOM nuanasoHe: 14 jger — 4 (9 %) yenoseka, 15 jger —
6 (13,6 %), 16 ner — 17 (38,7 %), 17 ner — 13 (29,6 %),
18 ner — 3 (6,8 %), 20 ner — 1 (2,3 %), NpOXMUBAIOLIMX
B Camapckoii obnactu. Tskenas ¢opma 3abojieBaHUS
obu1a y 59 % GoNbHBIX, cpeaHss —y 32 % , nerkasg —y 9 %
MaLUeHTOB. B KOHTPOJIbHYIO IPYIIIY BOLLIU 26 310POBBIX
My>K4uH: B Bo3pacte 14 et — 2 (7,7 %) yenoBeka, 15 et —
2(7,7%),16 ner—10(38,5%), 17 ner—9 (34,6 %), 18 ner —
2(7,7 %), 19 ner — 1 (3,8 %). UccnenoBaHue MUKPOLIP-
KYJSIUUA TIPOBOAWIIM METOAOM JIA3€PHOM TOTUIEPOBCKOMN
daoymerpun [12, 13] ¢ momompio npudopa JIAKK—02
(Poccust), naTuymkamMy CHUMAaJIMCh ITOKa3aTe I KPOBOTOKA
B 00JIaCTU yKa3aTeIbHbIX NalbleB ¢ 00eux cTopoH. O1e-
HUBaJIU CpelHue TokaszaTenu nepdysun (M, nepd. en.),
Koa(duliMeHTa Bapualydu, OTPaKalollero MeXaHu3-
Mbl KOHTposiss 3a mnepdysueit (Kv, %), MuOreHHoro
(MT) u neiiporenHoro (HT) ToHycoB, IIyHTHMpOBaHMS
(ITLI = MT/HT), cpenHeit aMIUIMTYIbI KOJIEOAHUI TIEP-
(bysuu B 9HIOTEMATBHOM auanasone (A 5D, nepd. en.)
U OTHOCHTENIbHBIA ToKasareab A 5/M. Kpurepuamu
WUCKJIIOYEHUSI IIPU MCCIICAOBAHUM MUKPOLIMPKYJISILIMI
ObUIM: KypeHMe, HaIMuKe 3a001eBaH1 COCYIOB, OTKa3 OT
npoBeneHus uccienoBanus. ¥ 20 G0JbHBIX remModuaneit
Uy BCeX IpeCTaBUTEIe KOHTPOJBbHOM IPyIIIIbI ObLIa ITPo-
BeJleHa OKKJIFO3MOHHas Tipoda [12, 13, 15]. Pacnipenenenue
MMallMeHTOB ¢ TeModWIneil B JaHHOI TPYIIIe 0 BO3pacTy
U CTEICHU TSDKECTU OBbLIO aHAJOTMYHO paclpeaeieHUIO
10 BO3pAcTy U CTEIEHU TSKECTU 3a00JIeBaHUSI B OOLLIEi
rpyr1ire oocieIoBaHHBIX. B Xone ee BBITTOTHEHUST MaHXeTa
TOHOMETpa (PUKCUpOBaiach Ha MpaBoM Tuiede. B TeueHue
MepBOIi MUHYTHI OCYIIECTBISUIACH PETUCTPALIUS MCXOIHO-
IO YPOBHSI KPOBOTOKA B 00JIACTU yKa3aTeJIbHOIO IaJiblia,
3aTeM, HE MpephbiBasl 3allucy, CO3daBajach 3-MMHYTHas
OKKJIIO3UsI ITyTeM OBbICTPOrO HarHeTaHMs BO3IyXa B MaH-
XKeTy M moafepxKaHus JaBjieHus Ha ypoBHe 220—250 mm
PT. CT., MO MCTEYEHMHM YKA3aHHOI'O BPEMEHU BO3MyX M3
MaHXeThl ObICTPO BBIIYyCKacs. B TedeHue Mmociienyonmx
6 MUH PETMCTPUPOBAIIUCH ITOKA3aTe M MUKPOLIMPKYIISIIIN
B XOJI¢ BOCCTAHOBJICHUSI KpOBOTOKA. OIpeaeisyii ypoOBHU
nepdysuu: ucxoaHbid (M), makcumanbHbiii (M) nipu
PEaKTUBHOI ITOCTOKK/IIO3MOHHOM TUIIEPEMMH, BOCCTa-
Hopienust (M), pesepB mukpokposoroka (PKK, % =
M_ /M ), MUHEMaIbHBIA (M, ) — TIpY MaKCUMaJIbHOM
CIABJICHUM COCYIOB MaHXeToi ToHoMmeTpa. Orpeneiisiu
BpeMeHHbIe UHTepBajbl (B cekyHaax): T2—T3 — Bpems oT
Hayaia OKKJII031M 10 focTvkeHusa M ; T4—T6 — ot Hava-
Jia yBendeHus nepdysuu go goctkenus M T6—T7 —
BpeMsI ITOJIyBOCCTAHOBJICHUS Tepdhy3uu I0CIe UILIEMUM.
Cratuctuyeckass o0paboTKa pe3y/lbTaTOB MCCIeAOBAaHUIA
IpoBelcHa C MCIOJIb30BAHUEM IaKeTa KOMIIbIOTEPHbBIX
nporpamMm Statistica 7.0.1. IlpencraBieHue Ioay4eHHBIX
JAHHBIX IPOBOAWIOCH B COOTBETCTBUM C OOLLIEITPUHSITHIMU
pexoMeHmanusimMu [ 16].

PesynsTaTel Hccie10BaHUs
YV 6onbHBIX TeModuaneit 0OHapyKeHbl aCUMMETPUY-

Tabmma 1. [Tapamempot oGueti Mukpoyupkyasyuu y 6016HbIX cemopuaueri

Table 1. Parameters of general microcirculation in hemophilia patients

ITapameTpbi Ipynna IlpaBas cropoHa JleBasi cTopoHa
Parameters Group Right side Left side
M+t m M+ m
M, nep. ex. K 19,37 £ 0,78 18,68 + 1,03
Average perfusion 14,45 £ 1,01
- b 16,75+ 1,51 @, = 0,007)
Ky, % K 6,45+ 0,78 6,45 + 1,03
Coefficient of B 10,75 £ 1,74 11,64+1,93
variation, % (p.=0,047) (»,=0,03)
MT K 2,57+ 0,18 2,80+ 0,29
Myogenic tone b 2,80 + 0,40 3,35+ 0,44
HT K 2,05+ 0,13 2,14+ 0,12
Neurogenic tone b 2,05+ 0,25 2,46 + 1,42
K 1,28 + 0,09 1,324+ 0,12
M 1,50 £ 0,15 1,62 + 0,22
B 1 k] = Yy 9 =Y
ypass rate b &, = 0,04) @, = 0,03)
A D, mep.en. K 0,56 £ 0,11 0,50 = 0,05
Average amplitude of
perfusion fluctuations 0,91 +0,14
in the endothelial . 0,76 £0,11 . =0,03)
range )
A B/M, nep. en. K 2,85+ 0,45 2,67 + 0,34
Relative indicator
of fluctuations in 6,55+ 1,20
perfusion in the B 4,65£0,78 (»,=0,02)

endothelial range

Ilpumenanue. K — xommpoavhas epynna; b — 6oavnvie eemoghunueil;
P, — 00Ccmo6epHoCmb PAsHUYbL NOKA3ameneil no CPAGHEHUI0 ¢ KOHMpPoAeM
¢ coomeemcmayoueil CopoHsl meaa.

Note. K — control group; B — patients with hemophilia; p_— the reliability of
the difference in indicators compared with the control on the corresponding
side of the bodly.

HBIE W3MEHCHMSI ITapaMeTPOB MUKPOIMPKYJISIIIAN TIPU
W3MEPEeHUH B 00JIACTH YKa3aTeIbHBIX TajIblieB (Taoml. 1).
Y GoJBbHBIX TeMOMWINEH BBISIBIICHO CHIDKCHUE TTOKa-
3aTesst M 1o cpaBHEHUIO ¢ KOHTPOJIBHOM TPYIIIOii, ClieBa
pasHuLa 10cToBepHa U cocTaBmia 23 % (p = 0,007). I1pu
9ToM Kv y OOJTBHBIX YBEIMYECH ¢ OOCUX CTOPOH: CIIpaBa —
Ha 67 % (p = 0,04), cneBa — Ha 80 % (p = 0,03), uTO CBU-
NETEIbCTBYeT 00 aKTUBAIIMM MEXaHWU3MOB PETYJISIIN
TOHyca MMKpococyaoB Iipu remopwinn. [lokazarenn MT
y OOJIBHBIX MMETHM TEHICHIIMIO K TTOBBIIICHUIO, TOTIa KaK
nokazarean HT — k cHukeHuto, B cBsi3u ¢ yem [T Obin
JIOCTOBEPHO yBeamyeH Ha 15 % crpasa (p, = 0,03) u 23 %
creBa (p, = 0,03), 4TO MOXET NPUBOAUTH K YXYILIEHUIO
TKaHEBOTO MUKPOKPOBOTOKa. OOpariiaeT Ha ceOst BHUMaHUE
yBeJmYeHne A 9 ¢ 06enX CTOPOH y OOJIbHBIX FeMOMUIUEN,
JocToBepHO ciieBa — Ha 82 % (p = 0,03), 4TO CBUIETEIBCTBY-
eT O CHIDKEHUM TOHYCa MUKPOCOCYIOB, 00ECIIEYMBAEMOTO
SHIOTEIMEM. DTO TOATBEPXKICHO YBEIMUECHUEM OTHOCH-
TeJLHOTO Mokasarens A B/M cieBa 10CTOBEPHO B 2,4 pasa
(» =0,02). 3BecTHO, YTO CHIDKCHUE aMITITUTYIBI OCIIVILISI -
LM coYeTaeTCs C TOBBIIIICHUEM TOHYCA 1 3KECTKOCTHU CaMOil
COCYIOMCTOI CTEHKH, 1, HA00OPOT, IMOBLIIICHNE aMIUIMTYIT
SIBJISICTCSI CJICAICTBIEM CHIDKEHMS COCYIMCTOTO ToHyca [12].
YcTraHOBJICHO, UTO M3MEHEHHUE MoKa3aTes nepdy3nu
3aBUCHUT OT CTENEHU TSKECTU TeMOMUIUM: MPU JIETKOMN
CTETIeHM IToKa3aTeTb M 0b11 cHykeH Ha 53 % (p = 0,0005),
nipu cpeaHeit — Ha 21 % (p =0,01). Y GOJBHBIX ¢ TKETOMN
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remoduiueit B 60 % HabmoneHUA OH ObLI HOPMaJIbHbIM
WJIY TIOBBIILIEHHBIM.

11 OLIEHKM afanTallMOHHBIX pPE3ePBOB MeEXaHM3-
MOB PETYJISILMM TOHYCa MUKPOCOCYIOB ObLa IIPOBeAcHA
OKKJIFO3MOHHas 1Ipoba (Taob. 2).

Taomma 2. ITapamempor 0buieli MUKPOUUPKYAAUUU Y OONbHbIX 2eMoghuaueil npu
NpoBedeHUL OKKAHO3UOHHOU Npo0bl

Table 2. Parameters of general microcirculation in hemophilia patients during an
occlusion test

M, Mtm 159+1,1 156+1,1 160+08 157+14
niepd. en.
M., 2,140.6
N oo MEm 2LI0Y 32503 29405 3103
0Py Mim 22,0207 200£02 21,7207 219+06
nepd. en.

207474 29.8%6,1
T e Mem 7004 DECAL 160520 153521
T4-T6,c Mzm 97+2,1 11,5408 104+16 134+3,1
T6-T7,c M#m 1}?’:86:&2 17,1494 228+85 269+7.2
PKK, %
K, 1392+ 1294+ 1283+ 1299+
Microblood M = m 6.3 11,0 3.9 10.5
reserve, %

|
TIpumenanue. p — docmosepHOCHIb pa3AUHMUL RO CPAGHEHUIO C KOHMPOAbHbIMU
3HAYEHUAMU HA COOMBEMCMBYIOUell CMOpOHe meaa.

Note. p — significance of differences compared with control values on the
corresponding side of the body.

B nepuon peakTMBHOM NOCTOKKIIO3UOHHOM THIIe-
peMuu, OOYCIIOBJIGHHOM AuiaTallieid CIla3MMPOBAHHBIX
MHMKDPOCOCYIIOB, YPOBEHb MaKCUMAaJbHOU Mephy3un
y OOJBbHBIX TeMOMUINEl COOTBETCTBOBAI KOHTPOJbHBIM
3HaYeHUsIM. IHTepBal BpeMeHU OT KOHIIA ITeproa uilie-
MMM JI0 JOCTHKEHUSI MaKcuMasibHOM nepdysuu (T4—-T6),
XapaKTePpU3YIOLIUIA Ba30IWJIATUPYIOIIUE CBOMCTBa
SHIOTE/MsI, B IpyIie OOJbHBIX ObUI yBeauveH Ha 7 %,
ciaeBa — Ha 14%, 4TO OTpaxajlo CKJIOHHOCTb K MHEpT-
HOCTH Ba3oJWJIaTallMM Ha YPOBHE MUKPOKPOBOTOKA IPU
remopwiun. Unarepsan T2—T3, orpaxaromuii CKOpocTh
Ba3ocIIa3Ma Iocjie BO3ACHCTBUSI CTPECCOBOTO (hakTopa Ha
¢oHe aKTUBALIMM CUMITATUYECKUX BAUSHUIN, Y OOJBbHBIX

reModurei GblT JOCTOBEPHO YBEJIMUYEH: cripaBa Ha 29 %
(p=0,03), cnieBa—Ha49 % (p = 0,01). UnTepBan T6—T7,
OTpaXarolluil IePUO ITONYBOCCTAHOBIECHUS Mephy3nun
MOCJe PEaKTUBHOM TUIIEpeMUU, Y OOJIbHBIX reMopuiInei
YKOPOYEH 110 CPAaBHEHMIO C KOHTPOJIEM cIIpaBa — Ha 26 %
(» = 0,03), cneBa — Ha 36 %, YTO CBUAETEIBLCTBOBAJIO 00
aKTUBAIIMU TKAHEBBIX BA30CITACTUIECKUX MEXaHU3MOB.

OO0cyxKaeHHne pe3yJIbTaToB UCCIe0BAHUS

AHanM3 U3MEeHEeHU TOHYCa MUKPOCOCYIO0B Y OOJIbHBIX
remModuanell BBISIBUI Y HUX CKJIOHHOCTh K CHIDKEHUIO
nepdy3un TKaHeil KPOBbIO B MOKOE 3a CUYET aKTHUBAILUU
PEryJsSITOPHBIX MEXaHU3MOB, TEHACHLMHU K ITOBBIIICHUIO
MT, ycunenus ITLL kpoBu. JlaHHbIE peaKLIMX MUKPOLIMP-
KYJISIIUM, BO3MOXHO, SIBJISIIOTCSI TIPUCIIOCOOUTEIbHBIMU
M 3alIMIIAI0T OOJBbHBIX TeMO(MUINeil OT YacThIX KPOBO-
notepsb [17]. B To ke BpeMsI BbIIIEONTMCAHHOE COCTOSTHUE
MUKPOIMPKY/ISIUA MOXET CIIOCOOCTBOBAaTbH Pa3BUTHUIO
B TKaHSIX XpOHMYECKOM MIIeMHUH, Ha (hOHE Yero 3HIO-
TeIWii HayMHAeT BbIpabaThIBaTh Ba30aKTUBHBIC BeIlle-
CTBa, CIIOCOOCTBYIOIIIME PACIIMPEHHUIO COCYIOB B ITOKOE
[12—15, 18, 19]. Bo3moxkHO, y OOJBHBIX TeModuineit
9TO SBJISIETCSl MPUYMHON MHEPTHOCTU MpeKaIMUISIPHBIX
Cc(UHKTEPOB U 3aMeUICHUST Ba3ocIia3Ma B IIePBbIC CEKYH-
IIbI IpU cTpecce. B ycnoBusx 6onee mIUTEIbHON UIIEMUN
Ba30IMJIaTaTOPHBIE CBOMCTBA SHAOTEIMS IIPU FeMOMIINH,
BO3MOXKHO, MCTOIIAIOTCS ObICTpee, YeM Y 3M0POBBIX JTIOMICH,
TOBBIIIAETCS] TOHYC MPEKAMJUIIPHBIX COUHKTEPOB 3a CUeT
MUOI€HHOM aKTUBHOCTH, 3aMbIKAECTCS IIOPOYHbBINA KPYL.

3akiroyenne

IIpoBeaeHHbIE HCCACIOBAHMS ITO3BOJIMIN BbISIBUTH
JIUCPETYJISLIMIO TOHYCA COCYIOB MUKPOLIMPKYJISITOPHOTO
pyciia y MOJIOIBIX 00IbHBIX reModuireid. IToBbIIIeHHBIIA
CIIa3M MUKPOCOCYIOB B COCTOSIHMM IOKOSI MOXET C YBe-
JIMYEHUEM BO3pacTa IalMeHTOB CIIOCOOCTBOBAThH pa3BU-
TUIO Y HUX CEPACUYHO-COCYAUCTOM MaTOJOTUN. BhIsIBIeH-
HOE 3aMeUICHUE Ba30CIaCTUYCCKUX PEaKInii B YCIOBUSIX
cTpecca SIBJISICTCSL TOIOJIHUTEIbHBIM (PaKTOPOM ITOBBI-
IIEHHON KPOBOTOYMBOCTU Y OOJBHBIX TeMO(QUINEH.
C Mo1010T0 BO3pacTa IpU JaHHOM IaTOJIOTUU TPEOYIOTCS
KOHTPOJIb COCTOSIHUSI MUKPOLIMPKYJISILIMU U pa3paboTKa
Mep IpoDUIAKTUKY ee HapyIIeHUIA.
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Konmaxmmuuvie dannvie: Orus Banrepvesna lunukuna dinikinayulia@mail.ru

C yayuuwenuem nokazameneli 8viicugaemocmu 0emeli ¢ OHKOA02UYECKUMU 3a001e6aHUSMU 80NPOCH NOAHOUEHHO20 KAYeCMEa HCU3HU NPpU-
obpematrom éce 6onvuee 3HaveHue. BozmMoicHOCMb MUHUMUZAUUU MOKCUMHOCIU NPOMUBOONYX0AEB0I MEPANUL CO CIOPOHbI PA3NUMHBIX
0peaHoe u cucmem 06e3 CHudNCeHUs APeKmusHocmuU cneyuuueckoli mepanuu, a makice paspadomKa mep NPoOGYUAAKMUKY ce200Hs 165~
romes eaxcHoll 3adaueil epaueli-cneyuanucmos. lonadomokcuunocms — yacmoe Hebaazonpusmuoe coobimue, 0Kazvlearoujee HeeamusHoe
BAUSHUE KAK HA COMAMUYECKULl, MAK U NCUXOIMOUUOHAAbHBLI CIMamyc U31eHeHHbIX nayueHmok. B kocopme deouex npenybepmammnoco
803paACcMa ¢ 8bICOKUM PUCKOM NPENCOeBPEMEHHO20 UCIOWeHUS SUMHUKO8 HA Ce200HAUHUL 0eHb eOUHCIMBEHHOU NePCReKmMUB0Ll COXPAHEHUs
PENPOOYKMUBHOU QYHKUUU S6A5€MCS KPUOKOHCeP8ayUs MKAHU SUMHUKA.

OcHoéHas ueab nybaukauuu — noo4epKHyms 3HA4UMOCMb NPodAeMbl PeNPOOYKMUBH020 300P08bs 0e80HeK ¢ OHKO0A02UHEeCKUMU 3a001e8a-
HUSIMU, C ONUCAHUEM COBPEMEHHbIX OAHHBIX MeNCOYHAPOOHOU AUMepamypsl N0 NepCHeKmugam Memooa KpUoKOHCep8auul 08apuanbHol
MKaHU 8 yeasx coxpanerus gpepmunvhocmu. [Ipedcmagume mMynbmuoucyunIuHapHyr0 Cmpameuio 6e0eHuUs NayUeHmox npenyoepmamHo-
20 603pacma ¢ OHK0A02UHeCKUM 3a001ee6anuem 6 pamikax npoexma onkogpepmuaviocmu 6 OIBY «HMHUI[ um. B.A. Armazosa».

Ha ocnosanuu 0aHHbIX POCCUTCKOU U MeNCOYHAPOOHOL AUMEPAmypbl, CYULeCMEYIOUUX PYKOBOOCME U PEKOMEHOAUULl o COXPAHeHUr pe-
NPOOYKMUBHO20 300p08bs pazpadomar eOuHblil areopumm omoopa nayueHmoK ¢ y4emom 0icudaemoi 20HadomoKCU4HOCMU 015 UCHOAb-
308aHUS MEM0Oa KPUOKOHCeP8AUUY MKAHU AUMHUKA Y Oesoyek npenybepmamuoeo éospacma. [Iposedenue cex s3manoe 603mMoHcHO 6 On-
MUManbHble CPOKU NPOMUBOONYX0NEB0L MEPanull 8 YCA0BUAX 00H020 CMAUUOHAPA ¢ cOOAI00eHUeM IMANHOCMU OKA3aHUS MeOUUUHCKOU
nomouju.

Pazpabomannblii areopumm no360aUm AKMUGHO BbIAEAIMb NAUUEHMOK NPenybepmamuo20 803pacma, mpedyouux Ucnoab308aHus co-
BPEMEHHbIX 803MOJICHOCMEL Penpo0yKMUBHbIX MeXHoAoUll. B omdanennsie cpoku naanupyemes oueHums spgexmuernocms memoouxu
OpMOMONUYECKOIl PeUMNAAHMAYUL KPUOKOHCEPBUPOBAHHOL MKAHU AUMHUKA 045 pearu3ayu penpooyKmuenoll gyuxkyuu. Myasmuoduc-
YUNAUHAPHAS KOMAHOA CReUUanicmos U ycaoeus gedepaibHo2o yeHmpa Ha ce200HAWHUI OeHb 8 NOAHOM 00seme N0360AHM 6HeOpUMb
NPOSPAMMY «OHKOPEPMUNLHOCMU» 8 elceOHeGHYH NPAKMUKY NPU OKA3AHUU NOMOUU OHKOA02UHECKUM NAUUEHMKAM.

Karoueevie caosa: onkonoeus, demu, pepmuibHOCMb, KPUOKOHCEPBAUUS MKAHU, AUMHUK, Oecnaodue, penpo0yKuyus, XUumMuomepanus

Jas yumupoeanus: JJunuxuna FO.B., beaocyposa M.b., Ioeopos U.E., lamzamosa 3.X., [lepsynuna T.M., Komauuenxo 3.B. Kpuokon-
cepeayus MKAHU AUMHUKA Y 0e80HEK ¢ OHKOA02UYECKOL NAmoao2ueil: MyabmuoucyuniuHapras npoepamma. Poccuiickuii wcypran demckoii
eemamonoeuu u onxonoeuu 2019;6(3):59—67.

Cryopreservation of ovarian tissue in girls with oncological diseases: a multidisciplinary approach
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Almazov National Medical Research Center, Ministry of Health of Russia; 2 Akkuratova St., S.-Petersburg, 197341, Russia

The issues concerning quality of life are becoming increasingly important with the improvement of survival rates in children with cancer.
The possibility of minimizing the toxicity of antitumor therapy for various organs and systems without reducing the effectiveness of specific
therapy, as well as the development of preventive measures, is now an important task of medical specialists. Gonadal toxicity is a frequent adverse
event that negatively affects both the somatic and psychological and emotional state of the cured patients. The only prospect of reproductive
function preserving in a cohort of prepubertal girls with a high risk of premature ovarian failure is the ovarian tissue cryopreservation.

The main goal of this publication is to emphasize the importance of the reproductive health problem of girls with oncological diseases, with
a description of the current data of international literature on the prospects of ovarian tissue cryopreservation in order to preserve fertility.
Another goal is to present a multidisciplinary strategy for the management of prepubertal age patients with oncological disease within the
framework of the Oncological Fertility Project at Almazov National Medical Research Center.

Based on the data of Russian and international literature, as well as existing guidelines and recommendations on reproductive health, a single
algorithm for selecting patients has been developed, considering the expected gonadal toxicity for the use of the ovarian cryopreservation
method in prepubertal girls. Carrying out of all the steps is possible in the optimal terms of antitumor therapy in the conditions of one hospital
with observance of the stages of medical aid provision.
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The developed algorithm will allow to identify patients of prepubertal age, requiring the use of modern possibilities of reproductive technologies.
In long-term date we are planning to evaluate the effectiveness of the orthotopic reimplantation technique for cryopreserved ovarian tissue in
order to realize the reproductive function. A multidisciplinary team of specialists and the possibilities of the federal center fully allow to realize
the Oncofertility Program in daily practice for girls and young women who needs to undertake gonadotoxic treatment.

Key words: oncology, children, fertility, cryopreservation of ovarian tissue, infertility, reproduction, chemotherapy

For citation: Dinikina Yu.V., Belogurova M.B., Govorov I.E., Gamzatova Z.Kh., Pervunina T.M., Komlichenko E.V. Cryopreservation
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BBenenue

[Monynsauus nereii, mnepeHecIInX MTPOTUBOOITYX0JIEBOE
JIeYeHUe 10 ITOBOJIy OHKOJIOTMYECKOI0 3a00J1eBaHUSI B I€T-
CKOM BO3pacTe, MPOAOJIKAET PaCTH, YTO HAIIPSIMYIO CBSI-
3aHO C YBEJIMYEHMEM IoKazaTessi pacinpoCTPaHEHHOCTU
oHKoraroJjoruu B Bo3pacte 0—17 net, koTopslii B 2017 1.
coctaBui 88,1 Ha 100 000 nerckoro HaceneHus (B2013 . —
73,4) [1]. B Cankr-IlerepOypre eXerogHo perucTpupy-
fotcs nopsiaka 19 000 HOBBIX cllyyaeB paka, TpuyeM 3Ha-
YUTEJIbHYIO JOJII0 COCTaBJISIIOT JIMIA PENpPOIYKTUBHOIO
Bo3pacTa u aeTu [2]. biiaromaps 1oCTUXXeHUSIM B 00J1aCTU

MPOTUBOOITYXOJIEBOM U CONPOBOAUTEILHOU Tepanuu
y 70—80 % neteit ynaercst 1OOMThCS JIATEIBHON peMuUC-
cun (> 5 ner), NpupaBHUBAIOLIEICS K BbI3IOPOBIEHUIO
[3]. BBuay yBenuueHust oxkugaeMoii MpoI0KUTETbHOCTU
JKM3HU JIeYeHUE eTeli CO 3710KaueCTBEHHbIMU HOBOOOpa-
30BaHUSIMU CETOJIHS HAaMpaBJIeHO He TOJbKO Ha ee crace-
HHUe, HO U Ha yJydlieHue KadectBa [4—8]. [IpoBoaumMbie
XUMUO-/JTydeBasi Tepamnus 1 orepaTUBHOE JeUyeHue Biie-
KYT 3a cO00ii pa3BUTHE aCCOLIMUPOBAHHBIX OCTOXHEHUI,
OJIHMM U3 KOTOPBIX SIBJISIETCS MPeKAeBPEMEHHOE UCTOLIE-
HHUe SUYHUKOB U, KaK clieacTBue, — oecrioaue [4, 9—11].
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braromapst MexmyHapoaHBIM U POCCUMCKUM HCCIEA0BA-
HUSM OBbUIO MOKa3aHO, YTO OTHaJeHHbIe 3((HEKThl 3aBU-
CcIT OT o0beMa M BHUAA MPOBOAMMOM Teparuu, a TakxkKe
BO3pacTa MalMeHTOK Ha MOMEHT Hadaia jedeHus [4, 10,
12]. TloHuMaHue MeXaHWU3MOB BJIUSHUS TIPOTUBOOITY-
XOJIEBOTO JieueHUs] Ha (YHKIMU MATKU M SIMYHUKOB
SIBJISIETCS HEOOXOIMMBIM [IJIsI paHHEro 3(pdeKTUBHOTO
00CyXIeHUsT TaHHOM MPOOJIEMbI ¢ TTalMeHTKAMU, B CIIy-
yae HECOBEPIICHHOJIETUS — C MX POAUTEISIMHU, a TaKxkKe
711 BBIOOpa HamOoJ1ee MOAXOISIIEeTO METOAa COXPaHEHMS
deprunbHOocTU. CoXpaHeHME TeHETUYECKOTO MaTepuana
IIJIsT OTCPOYEHHOM pealn3alni PerpoOayKTUBHON (DYHK-
LMY ¥ TIPEO0JIeHUS OECTLIONUS CUUTACTCS] BasKHBIM 3Ta-
ITOM KOMILJIEKCHOTO TOIX0Ja K OKa3aHUI0 MEIUIIMHCKOMN
ITOMOIIIY TTAIIMEHTKAM CO 3JI0KaYeCTBEHHBIMU HOBOOOpa-
30BaHUSMU.

bnaromapst mporpeccy, HOCTUTHYyTOMYy B cdepe
PETNPOAYKTUBHBIX TEXHOJOTUM, U H300UJIUI0 METOIOB
CcoxpaHeHUsI (GePTUILHOCTU Y OHKOJIOTOB ITOSIBUJIACH BO3-
MOXXHOCTh BbIOOpa Haubojee MOAXOMSIIEro U3 HUX IS
KaXxIoil KOHKpeTHoi 6ojibHOM [4, 6, 9—14]. IIpu atom
KpaliHe BaXHO TTOHMMAaTh, YTO OHKOJIOTHYECKas MaToI0-
rus B aHAMHE3€ He SIBJSETCS IPOTUBOIIOKA3aHUEM IS
peanusaluy penpoayKTUBHON (DYHKIINH.

M3 Bcex CylIecTBYIOIINX METOIOB COXpaHEHUs (ep-
TWIBHOCTU IJIT JEBOYEK MpPemyOoepTaTHOTO Bo3pacTa
HauOoJiee MePCIEeKTUBHBIM SIBJISIETCSI KPMOKOHCEPBALIUS
TKaHU SIMYHUKA B LIEJISIX TOCIEAYIONIe peuMILIaHTallUH.
JaHHBII MeToI He TpeOyeT rOpMOHATBHONM CTUMYJISIIIAM,
HaJIMYMSI TIOCTOSTHHOTO MMapTHEpPa, OTCPOYKM MTPOBEIACHUS
MMPOTHUBOOITYXOJIEBOIl Tepanuu, HE HMMEET BO3PAaCTHBIX
orpanmyenwmii [4, 12, 13, 15, 16].

Ha ceromnsiiiHuii neHb MMeETCs OOJBIIOE KOJIMYe-
CTBO COOOIIEHUIT O BOCCTAaHOBJIECHUU TOPMOHAJIBHOTO
¢oHa 1 HACTYIJIEHNU CaMOCTOSITEIbHBIX OepeMEeHHOCTEeM
Imocjie TPOBEACHUSI OPTOTONMMYECKON peUMILIaHTAIlUuN
OBapHaJIbHOM TKaHM Yy KEHIIWH, IEMOHCTPUPYIOIINX
3((HEKTUBHOCTL U OE30MACHOCTh JAHHOUW METOIUKU [4,
17—19]. HecmoTpst Ha uMeroIIMecs JaHHBIE O POXKICHUUN
oonee 70 meTeil mocje ee MCIIOJb30BaHUS Y B3POCHBIX,
MMPpUMEHEHNE MEeTOoa Y IeBOYEK BCE €IIe OCTAeTCsI IKCIIe-
pUMeHTaIbHbIM [9, 16, 19, 20].

B 2009 . B Poccuu BniepBbie Obl1a HayaTa KPUOKOH-
cepBallvsl OBapHaJIbHONM TKAaHM Yy TAIIMEHTOK IIpeIy-
OepTaTHOTO BO3pacTa C BBICOKMM PHUCKOM OeCIIonus
BCJICZICTBUE TOHATOTOKCUYHOCTH MPOBOAMMOI TepaIumu.
BBumy oTHOCHUTEIEHO PAaHHUX CPOKOB ITOCIE 3aBEPIICHMS
IMPOTHUBOOITYXOJIEBOTO JICUCHHUs] 1M BO3pacTa IMalleHTOK,
peUMILIaHTALIMS TKAaHW SUYHMKA HE MPOBOIMJIACH, OHU
HaXOISITCS B TPYIIe TUMHAMUYECKOTO HAOJIOICHUS, UTO
TakKe COOTBETCTBYET HJAHHBIM MEXXIYHAPOIHON JIMTepa-
Typhl [4, 10, 13, 15].

B craTtbe npuBeaeHbI MOAXO/AbI K OLIEHKE OXUIaeMOit
TOHAJOTOKCUYHOCTH  MPOTHUBOOIYXOJIEBOI  Tepamuu,
COBpPEMEHHbBIE KPUTEPUH OTOOPA MAIIMEHTOK JIJIsI BO3MOX-
HOTO MCITOJb30BaHMSI KPHOKOHCEPBALlUM OBapUaIbHOMN
TKaHu, (GopMHUpOBaHUE aJTOPUTMOB BEICHUS IEBOUYCK
C OHKOJIOTUYECKOU MAaTOJOTMEN B COCTABE MYJIBTUIVCIIM -

TUTMHAPHO# KOMaHIbl CIIELMAINCTOB Ha 0a3e (eaepaib-
HOTO LIgHTpa.

OnHOI M3 OCHOBHBIX IIPOOJIEM pealn3alluyd HaIpaB-
JICHUSI OHKO(MEPTUIBLHOCTU SIBJISIETCSI HEOOXOAUMOCTh
CTPOTOii KOOPAMHAIIUM U MPEeMCTBEHHOCTU MEXIy Bpa-
YyaMM-CIeHUAINCTaMU Pa3IUYHbIX MpoGUIeid B IeIIX-
BbIOOpa M COOJIIOACHUS ONTUMAJIbHBIX CPOKOB IIPOBE-
JMeHUsT KPUOKOHCEepBAllMM TKAaHM SIMYHUKA JUIS KaKIoi
naneHTKU. OCOOEHHOCTSIMU HCIIOJIb30BaHUS JTaHHOMN
METOIUKU Y HETEH SIBISIOTCS HEOOXOIMMOCTb UIUTE/Ib-
HOTO XpaHEHUsI KPUOKOHCEPBUPOBAHHOIO FeHETUYECKO-
ro Matepuasia, a TakKe IPOIOJIKUTEIbHOIO HAOII0IeHUS
3a IAalMEeHTaMU I10CJIe 3aBEPILEHUST IIPOTUBOOIIYX0JIEBOM
Teparuu B 1LIeJSIX MOHUTOPUHIA OBapUaIbHON (DYHKIIUN
M ONpEeIe/IEHUS] ONTUMAJIbHBIX CPOKOB ISl IOBEICHMS
peUMILIAHTALIMY TKAHU SIMYHUKA.

O0cyxneHne mpooieMbl BepOSITHOTO OeCIUIOnus

B Mupe npoBeneHo 0oJIbIIoe KOJIMYECTBO MCCIeI0Ba-
HMI1, HAIPaBJICHHBIX Ha OLIEHKY IICMXO03MOLMOHAIbHOIO
COCTOSIHMSI Y TIALIMEHTOK, MIEPEHECIINX MPOTUBOOITYX0JIe-
BYIO Tepalliio B aHaAMHeE3e B Cilydae pa3BUTUSI OECILIOAMS
[21, 22]. TToguepkHYTO XenaHue MOJPOCTKOB M MOJIOABIX
SKEHIIUH B IMPUHATUM PELICHUS O BO3MOXHOCTH UCIIOJIb-
30BaHMSI METOAOB PENpPONYKTMBHBIX TEXHOJOTUIA [0
Hayajla TOHaJOTOKCMYHOTO jiedyeHus [23]. g mauneHToB
M UX POAUTEJICH MOJDKHBI OBbITh JOCTYIIHBI PEKOMEHIALINN
M PYKOBOJCTBA I10 CYIIECTBYIOLIMM OITLIMSIM, a TAKXKE BO3-
MOXHOCTbD TOJTy4eHMsI KOHCYJIBTALIMK Y3KUX CIIELAATINCTOB
(meTcKoro OHKOJIOra, JIy4eBOro TepareBTa, Xupypra, rMHe-
KOJIOTa, PelpOIyKTOJIOora, 9HIOKPUHOJIOra), becena ToJkKHa
OBITH 3aIMMcaHa B MEAULIMHCKON TOKyMeHTaluu [24].

OOcyxaeHre mpoOJeMbl BEpPOSTHOTO OECILIONUS
IOCJIe OLICHKU CTEIEHM T'OHAJIOTOKCUYHOCTU MPOTUBO-
OIyXOJIEBOII Tepaluu B COOTBETCTBUM C OCHOBHBIM
JIUArHOo30M JOJDKHO IIPOXOAUTh 0 Hauaja creuubude-
ckoro jeyeHust. CorylacHO JaHHBIM cTaTUCTUKH, 97 %
Bpayeii-OHKOJIOTOB IOJEPXKUBAIOT HUACI0 COXPaHEHMS
bepTrIbHOCTH, TeM He MeHee ToIbKO 10 % peanusyior ee
B cBoeil mpakTrke. OCHOBHBIMU ITPUYMHAMMU 3TOTO SIBJISI-
I0TCsI: TIpo0JieMa BTOPOCTENEHHON 3HAYMMOCTU, OTCYT-
CTBUE BpeMEHMU Ul Oece/ibl, CJ0XHAsh TeMa sl 00CYX-
JIEHUsI, BBICOKAss CTOMMOCTbH CYIIECTBYIOIIMX METOJOB,
HEBO3MOXHOCTD peajn3aliii BO BCeX CTallMoHapax [25].

CornacHO MeXIyHApOIHBIM PEKOMEHIALIUAM AMepu-
KaHCKOro oO11ecTBa KiaMHuU4Yeckoil oHkojornu (ASCO),
nH(GOPMALIMIO B JOCTYITHOHM, BO3pacT-aganTHPOBaHHOM
(opmMe 0 BO3MOKHBIX HapylIeHUSIX (epTUIBbHON (HYyHK-
LIMY TOJDKHBI TTOJTyYaTh U JIETH/TIOAPOCTKH, JaXKe B ClIydae
OTCYTCTBMSI IIpaBa Ha IIOANKMCAaHME MH(MOPMUPOBAHHOIO
cornacus [24]. HecMoTpst Ha TO, 4TO OMLIMST KPUOKOHCEP-
BallM¥ OBAapUaJbHOM TKAHW Ha CETrOAHSIIIHUI eHb BCE
elle SIBJISICTCS 9KCIIEPUMEHTAIbHO, 4acToTa €€ MCIOJIb-
30BaHMS B KOrOpTe MAallMEHTOK IIPernydepTaTHOrO BO3pacTa
C KaXIbIM I'OIOM YBEJIUYMBAETCSI, YTO B IIEPBYIO OYepelb
OOYCJIOBJIEHO OTCYTCTBUEM aJIkTEPHATUBHBIX METOJIOB.
3ay4acTyio IpUYMHAMU OTKa3a MOTYT SIBJISIThCSI CJICAYIOLIE
(bakTOpBI: COCPENOTOYCHHOCTD TOJILKO Ha OCHOBHOM 3200~
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JIeBaHUU, He3HAHUE TTOTCHIIMATBHBIX (DaKTOPOB U CTETICHU
pHrCcKa BEPOSITHOTO OeCTLTONMS, OECITOKOMCTBO 3a 3aAePKKY
IMPOTUBOOIIYXOJIEBOII TepalmuM W PUCK YXYAILICHUS Ipo-
rHO3a MO 3a00JieBaHMIO, 3a 0€30MMaCHOCTh HACTYIUICHUS
OepeMEeHHOCTH Ul pPUCKa BO3HMKHOBEHMS pelMINUBa
3a001€BaHUsI, PUCK PA3BUTHUSI BPOXKICHHBIX aHOMAaIUA
1 OHKOJIOTMYECKMX 3a00JIeBaHM y TOTOMCTBA [26].

KpuokoHcepBalusi TKaHM SIMYHUKA B LIEJISIX IOCHIE-
IYIOIIE peuMIUTaHTALIMU, SIBJISISICh DKCIIEPUMEHTATIbHOM
METOIMKOI, TpeOyeT 00s13aTeIbHOro ono0peHus Jlokanb-
HBIM 3TUYECKUM KOMUTETOM [6, 24], a TakKe MoydeHus
MH(GOPMUPOBAHHBIX COTIACUI Ha KaXKAbIN U3 3aIIaHUPO-
BaHHBIX 3TAIlOB: XUPYPTUIECKOE BMEIIATEIbCTBO, KPUO-
KOHCepBallysl TKaHU SUYHMKA, XpaHEHUE TeHETUIECKOTO
Marepuaa, peMMIIaHTalus] TKAaHU SUYHUKa [6].

[ToBTOpHas Gecena MOJKHA MPOBOAUTHCS B MEPUOIBI
BU3UTOB HAOJIOACHUS W/WIM TIpU TUIAHUPOBaHUM Oepe-
MEHHOCTH.

Kpurepun oT00pa nauueHToB

HapymieHusa penpoaykKTuBHONM  (QYHKUMU  MOTYT
HaCcTyInaTh KaK B paHHUE, TaK U B OTHAJCHHBIE CPOKU
IocJie 3aBeplleHus crnelrduieckoro gedeHus. «IIpex-
nIeBpeMeHHoe uctoleHue SndHukoB (ITWS)» — monsaTue,
BKJTIOUaoIlee B ce0sI HACTYIJICHUE aMEHOPEH C U30bITOU-
HOI1 cexpelueli roHagoTponHoro ropmoHa (> 30 ME/mn)
U TUIIO3CTPOTreHME y XXeHIIIUH B Bo3pacTe 10 40 jet [27].
[Tyn nmpuMopauaabHBIX (HOJUTUKYIOB ITOABEPraeTCs ecTe-
CTBEHHOMY BO3pacT-3aBUCHMMOMY HUCTOILECHUIO, HAUMHAs
C PpOXIEHUS [eBOYKHU, IIPOTUBOOIIYXOJIeBasl Teparmus
YCKOpPSIET 3TOT MPOIECC, TeM CaMbIM ITOBBIIIASI PUCK
pazutus [THUA [28]. B nutepaType momuepKuBaeTcst TOT
(¢axT, YTO HECMOTpPSI Ha COXpaHEHME WU BO30OHOBIIEHUE
LUAKJINYECKUX MEHCTPYyALIMI MOCJEe TIPOTUBOOITYXOJIEBOU
Tepanuu, GepTUIbHOCTh MOXET OBITh HapyllleHa BCel-
CTBHME CHUIKEHUS oBapuaibHOro pe3epna [4, 10]. BeisiBie-
Ha 3HauMMas cBsI3b Mexny [1WS u HanuuueM XxpoHuue-
CKUX 3200JIeBaHU I, 0Ka3bIBAIOIIUX BIMSIHUE Ha KAUECTBO
JKW3HU 1 JIETAJIbHOCTH B IPYIIIIE MAIIMEHTOK, U3JICUeHHBIX
OT paka: OCTEOIIOpPO3, CePACYHO-COCYIUCThIE 3a00jeBa-
HUS, OXKUpeHUe, feMeHLus u ap. [28—30].

Ha cerogHsiHuii 1eHb UMEETCsI JOCTaTOYHO OOJIbIIIOE
KOJIMYECTBO NPOBEJAECHHBIX UCCAeI0BaHUM, MyOIuKalUii,
IMO3BOJISTIOIIMX OLIEHMBATh OKUIAEMbIi PUCK TOHATOTOK-
CUYHOCTH MpU TIpoBeaeHn xumuorepanuu (XT)/xummo-
JIy4eBOM Tepamnuu 1151 KOHKPETHOTO TMallMeHTa B 3aBUCH-
MOCTH OT OCHOBHOTO aAuartosa [4, 26].

TeM He MeHee Tpoliecc olleHKHU pucka pa3Butust [TUS
SIBJISIETCSI 3aTPYAHUTEIbHBIM BBUAY HATUYUST HECKOJIBKUX
¢akTOpOB, AeNAIIIMX BKJIAd B BEPOSATHYIO TOHAaTOTOK-
CUYHOCTB: BO3PacT, OCHOBHOI AMarHo3, cTaaus 3adoie-
BaHUsI, 00BbEM TIJIaHUPYEeMO#t Tepanuu (CyMMapHbIe JO3bI
XUMMOTEPANeBTUICCKUX areHTOB, IIOJSI U CyMMapHBbIe
03bl  OOJIy4eHUs), BO3MOXKHOCTb M3MCHEHHs ILIaHa
JIeueHUsT B 3aBUCUMOCTU OT orBeTa [12]. [eHeTnueckas
MPeaPaCIIONOXEHHOCTh TakKKe MOXET BHOCHUTH BKJIAM
B pazButue [11S; Ha ceronHAIHMIA IeHb U3BECTHO OoJiee
50 reHOB, MyTalluM B KOTOPBIX MOIYT B TOM YHUCJIE CTaTh
npuyrHaMu ee HactyrieHus [31]. OnTuMmanbHBIMU Ha

CETrOMHSIIIHUI IeHb MPU3HAHBI DIUHOYPrcK1ue KpUTepun
oTOOpa MaLMEHTOK ISl TIPOBeIeHUST KPMOKOHCEpBALIMU
oBapuaJibHO# TKaHu (Taba. 1) [12, 15, 16].
Tabmua 1. Dounbypeckue kpumepuu omoopa nayueHmox 013 npogeoeHus
KPUOKOHCep8ayuy MmKaHu suMHUKA
Table 1. Edinburgh selection criteria for cryopreservation of ovarian tissue
Bospacr < 35 net
Age < 35 years

OkumaeMast pOIOKUTEIbHOCTD XKU3HU > 5 JIET
Life expectancy> 5 years

Puck passurusa [MUS > 50 %
Risk of premature ovarian exhaustion > 50 %

OrcyTcrBre nipeaiiectBytoeit XT/mydyeBoii Tepanuu

y MaiueHToK > 15 net

Lack of prior chemotherapy/radiation therapy in patients > 15 years old
Tonanoxkcuunast XT HU3KOro pucka y nmanyueHTok < 15 jet

Low-risk gonadoxic chemotherapy in patients < 15 years of age

HHdopmupoBaHHoe coriacue
Informed consent

HeratuBnbie pe3ynbrathl h-50, cudunuc, renatut B
Negative results f-50, syphilis, hepatitis B

OrcyTcTBUE OEPEMEHHOCTH U IETEH
Lack of pregnancy and children

IIpencraBneHHble B Taba. 1 DOUHOyprcKue KpUTepun
oTOOpa — JOCTATOYHO «IPyObIe», B CBSI3M C UyeM 00sI3a-
TEJIbHBIM SIBJISIETCS IIPOBEACHUE MHANBUAYAIbHOM OLICH-
KU OBapMaJIbHOIO pe3epBa MallMEHTKU U CTEIICHU pUCKa
pasButus [1US. Bonee Toro, mmeercsl psii CIIOPHBIX
BOIIPOCOB, TPEOYIOLIMX BHUMAHUS CIELUAIMCTOB IIPU
MPUHSITAM PEIIeHUsI, HAIIPUMEp >KeJIaHUE BBIMOIHEHMS
KPUMOKOHCEPBALIMM TKAHU SUYHUKA Jaxe B ClIydae HU3-
KOTO PUCKA OXMUIAEMOW TOHAJOKCUYHOCTUA WJIUM COMHU-
TEJIbHOTO MPOTHO3a IT0 OCHOBHOMY 3a0o0jeBaHMIo [12].

Ilo cremeHM pucKa IOBPEXICHUsI OBapUalbHOI
(byHKLIMM TPOTUBOOITYXO0JIeBas TepaIlvsi MOXET OBbITh pa3-
JieJieHa Ha 3 TPyMIIbl, 4YTO OTpaxkeHo B Tab. 2 [4].

B Tabun. 2 npeacraBieHbl HaMOOJIee YacTO UCITOJIb3Ye-
MbI€ IIPY JIEYEHU U OHKOJIOTUYECKMX 3200 IeBaHUN Y IeTei
XUMUOTEPAIIeBTUUECKUE areHThbI, TeM He MEeHee IIOMMMO
BBIIIETICPEUMCIICHHBIX TaHHBIX KpaifHe BaXKHBIMM SIBJISI-
IOTCsI pacyeT CyMMapHBIX 103 U OLIEHKa KOMOMHUPOBaH-
HBIX PEKMMOB JICYCHUS.

OOcenoBaHWe TMAlIMEHTOK B IIEJISX OLIEHKH OBapH-
aJIbHOTO pe3epBa J0 Hayajla FOHAIOTOKCUYHOM ITPOTUBO-
OITYXOJIEBOI T€paIU U B IIOCICAYIOLIEM IIEPUOJIE B LIEISIX
MOHMTOPHMHIa U auarHocTuku passutus [TUS momkHO
BKJIIOYATh B ce0s1 psifi IapaMeTPOB: OLIEHKA MEHCTPYyasib-
HOTO IIMKJIa, TOPMOHAJIbHBIN cTaTyc ((POJITUKYIOCTUMY-
Jaupytomuii ropmoH (P CI), TI0TeMHU3U YOI TOPMOH,
9CTPaaroj, IPOJAKTUH, AHTUMIOJICPOBBIII TOPMOH),
TpaHCBarMHajJbHOE MM TPAHCPEKTAJIbHOE YJIbTPa3ByKO-
BOE MCCJIeJIOBaHUE OPTaHOB MAJIOTo Ta3a C OIlpeleIeHueM
obbeMa SIMYHMKOB, MAaTKW, KOJMYECTBA OBapHUabHbBIX
domnukyaoB > 10 MM, TommuuHbl 3HAOMETpUs [4, 16].
O1eHKa TOPMOHAJBHOTO CTaTyca y JeBouek Ao 12 et
Helleslecoo0pa3Ha, Tak Kak He OTpaXkaeT B IOJIHOM Mepe
oBapuaJibHYIO PpyHKIMIO [16].

s moaTBepxneHus HactyruieHus [TUSA Heobxonu-
MO HaJlMuue 2 U3 HUXKeTepeunclIeHHbIX (DaKTOPOB: aMe-
HOpesl B TeUeHUe KaK MUHUMYM 4 MeC IOCJIe 3aBEPIICHUS
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Tadanua 2. Pacnpedenenue npomugoonyxonegoil mepanuu 8 COOMEEeMCcmeUU co CMeneHblo0 PUCKA NOBPENCOCHUS 08aPUANLHOL (hYHKYUU

Table 2. Distribution of antitumor therapy in accordance with the degree of risk of damage to ovarian function

Bricokuii (> 80 %)
High (> 80 %)

ANKUIMpyolme mpemnaparsl: nukiaodocdat, udocdamun, TeMmozonamu, Mendanat, oOycynbdan
Alkylating agents: cyclophosphamide, ifosfamide, temozolomide, melphalan, busulfan

ToTanbHOE 00TyUeHME Teaa

Total body irradiation

TpaHCIUIaHTALIMSI TEeMOTIO3TUYECKUX CTBOJIOBBIX KJIETOK
Hematopoietic stem cell transplantation
JlMcTaHIIMOHHAS JydeBasi Teparus Ha 00JIaCTh MaJIoOro Ta3a/OpIOLIHYO MOJIOCTh
Remote radiation therapy to the pelvic area/abdominal cavity

ITpomexKyTOYHBII
Intermediate

AHTpaLMKIMHBI (aApUaMULMH, JayHOPYOULIVH)
Anthracyclines (adriamycin, daunorubicin)

ITpou3BoaHbIE IIATUHBI (LIMCIUIATUH, KAPOOIUIATUH)
Platinum derivatives (cisplatin, carboplatin)

Huskuii (< 20 %)
Low (<20 %)

PacturenbHble ankanouabl (BMHKPUCTUH, BUHOJACTUH)
Plant alkaloids (vincristine, vinblastine)

AHTHMEeTa0oINTHI (LIMTapabKMH, METOTPEK AT, S-hTopypariuI)
Antimetabolites (cytarabine, methotrexate, 5-fluorouracil)
Hpyrue (aktuHomuuuH D, L-acnaparnnasa)

Others (actinomycin D, L-asparaginase)

HewsBecTHBI prck
Unknown risk

MoHokIToHaIbHbIE aHTUTENa (OeBaM3ymMad, TpacTy3yma0), UPMHOTEKAH, OKCATUILIATHH, TAKCAHBI
Monoclonal antibodies (bevacizumab, trastuzumab), irinotecan, oxaliplatin, taxanes

neuenust, yposeHb ®CI' > 30 ME/n (mpu 2-KpaTHOM
OIIpelieJICHNH ¢ MHTEPBaJIOM 0 1 Mec), HU3KUI YPOBEHD
acTpanroa ceiBOpoTKU KpoBu (< 150 mmons/m). Torma
KaK OTCYTCTBHE OBapHUaIbHOM HEIOCTaTOYHOCTU OIIpE-
IeJISICTCS] OMHUM WUIM OOJIBIITMM KOJIWYECTBOM IIPU3HA-
KOB: CTaTyC IMpeMeHapxe ¢ COOTBETCTBYIOIINM BO3PACTY
IIPOTPECCUPYIONIMM IIOJOBBIM CO3peBaHMEM, HaJIUUMe
peTyIIpHBIX MEHCTpYyaIluii 03 MUCIIOIb30BaHUS METOIOB
TOPMOHAJIBHOW KOHTpALeNIIN, HOpMaJIbHbIe KOHIICH-
TpalliM TOHAZOTPONMHOB M 3CTPAagUOJia CBIBOPOTKHU
KpoBu [16].

C yYeTOM BHIIIEU3TOXKEHHOIO pa3paboTaH ayro-
pUTM BeACHMSI MALMEHTOK IIPeIyOepTaTHOIO BO3pacTa
C OHKOJIOTMYECKMM 3a00JIeBaHHMEM B paMKax IIpOeKTa
onkodepTunbHocT B HMMUII M. B.A. AnmmasoBa (pucy-
HOK), OCHOBHOI1 3aaueii KOTOPOTO SIBJISIETCS BBISIBJICHHE
MOMYJISILUU JEBOUYEK ¢ OONbIINM prucKoM pa3Butus [TUA
n Oecruiogusl IIOCIEe IIPOBEACHUSI TOHATOTOKCUYHOMN
IIPOTHUBOOITYXOJICBOI TepaliMyd BBICOKOTO PHCKA, HMMe-
IOIMMX ITOKa3aHMWS K MPOBEICHUIO 3KCIIEPUMEHTATBHOMN
METOOWKN, — KPMOKOHCEPBALIMN TKAHU SIMYHUKA BBULY
OTCYTCTBHUSI aJIbTEPHATUBHI UCITOIb30BAHMS IPYTUX METO-
OB COXpaHEHUsI pEIIPOAYKTUBHOM (hYHKIINH.

KpaiiHe BaXXHBIM SIBISICTCS MYJIBTUIUCHUILIAHAD-
HBIH TTOOXO B BBISIBJICHUN W OTOOPE MAIIMEHTOK TPYITITHI
pucka passutusa IS, BeImosHeHe KPUOKOHCEPBALII
B ONITUMAJIbHBIC CPOKU 0€3 3a0eP>KKH IIPOBEICHUS CITCIIH -
¢uyeckoro Je4eHUs, UINTSIBHBIE MOHUTOPUHT CTaTyca
OCHOBHOTO 3a00JIeBaHUS, SHIOKPUHHON W PEIIPOTYKTHB-
HO (byHKIIMI B YCJIOBUSIX OMHOTO YIPEXKICHUS.

KpunokoncepBaius TKaHu SMYHAKA

Ycmex mpoBeneHUs KPUOKOHCEPBAIIUM TKAHU SIMY-
HUKa OCHOBAaH Ha BBICOKOU TOJIEPAHTHOCTU MEIKUX
MPUMOPAUATIBHBIX (POJTMKYTOB K KPUOKOHCEPBALIMU
10 CPAaBHEHUIO € OoJjiee KPYMHBIMU PACTYIIUMU (POILITH-
Kynamu. bosbiiast yacTh TpUMOPANATBHBIX (DOJTAKY-

JIOB pAacCIIOJIOKEeHA B IMMOBEPXHOCTHBIX CIOSAX (1—2 MM)
OBapHaJIbHOIO KOPTeKca, 4TO O0JIeTJacT 3agady cera-
pallMy OT OCTaBIIeics 4YacTWM TKaHU sudHuKa [12].
Ha ceromHsamHwuii meHb OTCYTCTBYET €IMHOE MHCHUE
0 IOCTaTOYHOM O0OBbeMe OBapHMajJbHOTO KOpTeKca IJIs
KPMOKOHCEpBAIlM, B CBSI3W C YeM IIPOBEICHUE OBa-
PHOBKTOMUM PEKOMEHIOBAaHO MAaIlMeHTKaM, IIOJY-
YaIOIIUM BBICOKHME O3Bl aJKIIMPYIOIINX arcHTOB,
00JTydyeHMe MaJIoTo Ta3a U IeBOYKaM paHHETO Bo3pacTa
BBUIY Mayioro od0bema SIMYHUKOB [6, 12, 13, 32, 33].
HOns apyrux MaMEeHTOK MOXKET BBIIOJTHSTHCS 3a00p
4—5 KycO4KOB OBapHalbHOro Koprekca [6, 12, 15, 32].
[IpenMmyIiecTBaMy BBITIOTHEHUS] OMHOCTOPOHHE! OBa-
PHOBKTOMUM SIBIISIFOTCS: CHUKEHUE PUCKa ITOCJIEOTIIe-
PaIIMOHHBIX OCIOXHEHMI, BO3MOXHOCTh KPUOKOHCEP-
BaILlMM OOJIBIIETO MyJIa IIPUMOPINATBHBIX (POJIITUKYIIOB,
YTO IMO3BOJIUT BHITIOJIHSITH IOBTOPHBIC peUMILJIAaHTAIINI
TKaHU SIMYHUKA B CIy4yae Heymadu. TeM He MeHee Ha
CEeTONHSIIHUN OeHb TaHHBIM BOIPOC OCTACTCS TUCKY-
TabeabHBIM [6, 12].

3ab0p TKaHW SUIHNKA BCEM ITAIIMEHTKAM OCYIIIEeCTBIISI-
eTcsI B YCIOBUSIX 00Tl aHeCTe3NH JallapOCKOITMYECKIM
MyTeM, B MHANBUIYAJIbHBIX CIIyJasiX MOXKET 00CYXKIaThCsI
Bompoc 3abopa OBapHaJIbHONM TKAHW OIHOMOMEHTHO
C MPOBEICHNEM XUPYPTrUICCKOTO 3Talla JCUeHUs] OCHOB-
Horo 3abosieBanus [6, 34].

Bo3MOXXHOCTD BBHITIOTHEHUS] KPHMOKOHCEPBALIMM TKa-
HU SIMYHUKA B YCJIIOBUSX OTHOTO LIEHTPa MUHUMU3HUPYET
PUCKH TTOBPEXKIECHMUS OBapHaIbHOTIO KOpTEKca IIPU IIPO-
BEJIEHUU TPAaHCIIOPTUPOBKH [35, 36].

Bo Bcex ciygasix o0si3aTeNIbHBIM SIBIISICTCST TIPOBEIC-
HUE KOHTPOJII KPHUOKOHCEpPBAIIMHM, TMCTOJIOIMIECKOTO,
NMMYHOTHCTOXUMHWUYECKOTO HCCIICIOBAHUN M IIOJIMME-
pa3HOU LIETTHOM peakIMy MaTepHaya B Ie/ISIX UCKITIoUe-
HUS TIPUCYTCTBUS aTUIIMIHBIX KJIETOK U MOATBEPKICHUS
HOPMAJIBHOM CTPYKTYPHl TKaHM SIMYHUKA C HaJIAYUEeM
HEITOBPEXKICHHBIX ITPUMOPANATBHBIX U BTOPUYHBIX (DOJI-
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WHauBuayanbHbIii MHOrOhaKTOPHBIN aHAIN3 cTeneHr pucka pa3sutust [TUS] cortacHO MeXIyHapOIHBIM KPUTEPUSIM
HeBo3MOKHOCTB NCTIOTB30BAHMSI IPYTUX METOOB COXpaHEeHHUsT (HePTUITBHOCTH
OTCyTCTBME MPOTUBOIMOKA3AHUIA
Individual multivariate analysis of the risk of developing premature ovarian exhaustion according to international criteria
Inability to use other fertility preservation methods
Lack of contraindications

becena ¢ manmeHTKoM ¥ pOIUTEISIMI
IMonyyeHune 106poBOJLHOTO MH(GOPMUPOBAHHOTO COTJIACHS
Conversation with the patient and parents
Obtaining voluntary informed consent

B cocraBe MyJIBTUIUCIIMTIIMHAPHON KOMaH/IbI (IETCKHIA OHKOJIOT, THHEKOJIOT/PETIPOIYKTOJIOT, SHIOKPUHOJIOT)
BBIOOD ONMTUMAJIBHBIX CPOKOB OTIEpaLINU
BrinosnHeHue 3a00pa TKaHU SIMYHUKA, KPUOKOHCEePBALIMKU
Buoricust SMYHUKA B LEJISIX THCTOJIOTMIECKOTO UCCISIOBAHMSI
As part of a multidisciplinary team (pediatric oncologist, gynecologist/reproductologist, endocrinologist), the choice of optimal terms for the operation
Performing ovarian tissue sampling, cryopreservation
Ovarian biopsy for histological examination

[IpoBeneHue MPOTUBOOITYXOJIEBOI Tepanuu
MOHUTOPUHT SHIOKPUHHOTO CTaTyca, 0BApUaJIbHOTO pe3epBa
Carrying out antitumor therapy
Monitoring endocrine status, ovarian reserve

JlmutesibHOe IMHAMUYECKOe HaOJI0IEHUE TIOCIIe 3aBepILeHIs] TEPAITUU B YCJIOBUSIX MEAMLIMHCKOTO LIEHTPA
[Tpy HanM4YMM MOKA3aHUIT — MCMOIb30BAHNE TKAHW SIMYHMKA B 1IEJISIX BOCCTAHOBJIEHNSI (DepTUIIBHOCTH, TOPMOHAIBHOTO (hoHA
Long-term follow-up after completion of therapy in a medical center
If indicated, use of ovarian tissue to restore fertility, hormonal levels

Aneopumm eedenus nayueHmox npenybepmamnoo 603pacma é pamkax npoekma «onkogpepmunvrnocme» HMHUL] um. B.A. Aamazosea

An algorithm for managing patients of prepubertal age as part of the oncofertility project Almazov National Medical Research Centre

JUKyJI0B [12, 37]. @onnukyisipHast TINIOTHOCTh OBapHUasib-
HOM TKaHW Ha MOMEHT MpPOBEACHUs KPUOKOHCEepBaLIMU
orpeiesIsieT Ka4eCTBO TpaHCIUIaHTaTa U SIBJISIETCSI OTHUM
13 (HaKTOPOB, ONPEIEISIONINX JIUTETLHOCTh €ro (DYHK-
uroHupoBaHus. KojauuyecTBeHHOe copepkaHue (Bosuim-
KYJIOB B TKaHU SIMMHUKA OYJIET 3aBUCETh OT MHAWBUIYaJTh-
HBIX 0COOCHHOCTEeI opraHM3Ma, Bo3pacTa NMallueHTKHA Ha
MOMEHT TPOBEIEeHMSI KPUOKOHCEPBALlMK, TTPOBEICHHBIX
KypcoB roHanotokcuyHom XT [12].

OmHUM U3 CEepbe3HbIX OrpaHMYEHMI MCIOJIb30Ba-
HUST MeTOZa KPMOKOHCEPBAlIMM TKaHU SIMYHUKA B LIEJISIX
MOCJEAYIONEel pPEeMMIUIAHTALIMU  SIBJISIETCSI PUCK  BO3-
MOXHOTO TIepeHoca 3J10KaYeCTBEeHHBIX KJIeTOK. ITpoBe-
JIEHHBbIE MEXIYHAapOIHbIE MCCIeIOBaHMS MMOKa3alu, YTO
PUCK KOHTAaMWHALIMM OBapyajbHOM TKAHW 3aBUCHUT OT
OCHOBHOTO 3a00JIeBaHUSI M CTEIEHM PacIpOCTPaHEHMUSI:
BBICOKMI pUCK — JIefiko3, HeipoOiacTomMa, Jumdoma
Bepkutra; yMepeHHbIII — OIyXOJM TaCTPOMHTECTUHAb-
HOTO TpakTa, capkoma FOWHra, HEXOIKKMHCKUE JIMM-
¢ombl; HU3KUI — nauMmdpoma XOIKKHMHA, OCTEOreHHas
capkoma, omnyxojb Buiabmca, padbmomuocapkoma [12,
37-39]. C yyeToM CIOCOOHOCTH 3710KaYeCTBEHHBIX KJe-
TOK B TKaHU SIMYHUKA BbI3BIBATh PELIMAMB 3a00JIeBaHUS
ceayeT ONTMMU3UPOBATh CPOKM IPOBeNCeHUsT 3abopa
TKaHM SIMYHUKA B LEJIX KPUMOKOHCEPBALUKM, HATIPUMED
oCJIe TOCTVKEHUST PEMUCCUU JIeiiKo3a B pe3yJIbTaTe Mpo-
BelleHUsI MHAYKIIMOHHOTO Kypca XT, UMeIolero Hu3Kyio
cTerneHb roHagotokcuyHoctu [39, 40]. Ha ceronHsmHumii
JIeHb B MUpe TMpoBeaeHbl 0osiee 150 ayToTpaHCcmaHTaUM i

TKaHU SIMYHUKA, B TOM YUCJEe MPU JeHKo3ax, capKkomax
MSITKUX TKaHEW U IPYTruxX OMyXoJisiX, MPU 3TOM He ObLIO
3a(MKCUPOBAHO HU OJHOTO CJy4yasi peuuanBa 3a0oseBa-
Hus [12].

IlepcniekTHBBI HCHOJIb30BAHUSA KPHUOKOHCEPBUPOBAHHOM
TKAHU SMYHUKA

JleBOUKM ¢ 3aep>KKOM HACTYTJIEHUsI MyOepTaTa rociie
roHagotokcuyHoit XT wnu paszputuem [T HyxpaoTcs
B MPOBEIEHNU MEANKAMEHTO3HOM rOPMOHO3aMECTUTEb-
HOW Tepanuu B LeIIX MHIAYKUUU MydepTaTa JAjs1 MOJIHO-
LIEHHOTO TapMOHUYHOTIO POCTa 1 CEKCYaJIbHOTO Pa3BUTUSI
WM BOCCTAHOBJIEHMSI JOJDKHOTO TOPMOHAJIbHOIO (hoHa
[30]. dapmakonornueckass KOPPEKIUS ITOBBILIAIOIIN-
MUCSl J03aMU 3CTPOTEHOB C TMPOreCcTepOHaAMU TOJbKO
B HEKOTOPBIX acrleKTax UMUTUPYET HACTYILJIEHUe myoep-
TaTa, HO HE COOTBETCTBYET B MOJHON Mepe CIOXHBIM
(GU3MOIOTMYECKUM MeXaHU3MaM TOpMOHaJbHOro (oHa
JaHHoro nepuoaa. bojee Toro, orpaHuyeHbl NaHHBbIE
00 OTHajieHHOI 0e30MacHOCTM Ha3HaYeHUsI 3K30TeH-
HOI TOPMOHOTEpanuu U €€ MOTeHLMAJbHbBIX MOOOYHBIX
a¢deKTax y MalueHTOK, MEePEHECIINX OHKOJOTMYeCKoe
3aboneBanue [30, 41].

ACIEeKTbl BOCCTAaHOBJIEHMSI TOPMOHAJbHOTro (hoHa
W penpoayKTUBHOM (PyHKLIMU C UCITOJb30BAHUEM <«TKa-
HEBOI» TOPMOHO3aMECTUTEJbHOW Teparnuu SIBISIOTCS
KpaitHe MepcreKTUBHBIM HaIllpaBIeHUEM BBUIY CO3AaHUSI
(GU3MOIOTMYECKUX YCJIOBUI HACTYIJIeHUs TyoepTaTa
y IeBOYEK T0CJIe TTPOTHBOOITYX0JIEBOI Tepanuu U rocjie-
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nytomein 6epemeHHoctu [30]. B nutepatype ummerorcs
NaHHBIE O JOCTVDKEHUU aJeKBaTHOIO 3HIOTCHHOIO
YPOBHS TTOJIOBBIX TOPMOHOB Y I€BOYEK MPENy0oepTaTHOTO
BO3pacTa M XKEHIIUH C UCIIOJIb30BaHUEM ayTOTpaHCILIaH-
Tauuu (OpTO- M TETEePOTONUUYECKOI) TKaHU SUYHUKA,
KPUOKOHCEPBUPOBAHHONM [0 Hayvaja creiuduyecKkoin
Tepanuu. MeToauKa TeTEpPOTONMYECKOM TpaHCILIaH-
Tallud OBapUAJIIbHON TKAaHU MOXET OBITb OTpaHMYEeHa
KOPOTKHMM CPOKOM «BBIKMBAEMOCTH» TpaHCILIaHTaTa [ 14,
17,42, 43].

Eme omHMM  TepCHeKTUBHBIM  HampaBiICHHEM
C MCTO0JIb30BaHNEM KPHOKOHCEPBUPOBAHHON TKAHU SIMY-
HUKa SIBJISICTCSI METO KYJbTUBUPOBAHUS OOLIUTOB in Vitro
[30]. ITo pe3ynbraTaM HECKOJBKMX MTPOBEIESHHBIX UCCTIEe-
JIOBaHUM OBLIO MOKAa3aHO, YTO 3HAYUTEIbHOE KOJMUECTBO
HE3peJIbIX OOIMTOB MOXET OBITh IMOJYYEHO M3 MEJKMX
aHTPAJbHBIX (DOJUIMKYJIOB Ha TIOBEPXHOCTHU SIMIHUKA WU
cpenHux (hOJUIMKYJIOB BO BpeMsl TIperapaluy isi KpUo-
KOHCepBalluM OBapualbHOI TKaHU. Ilocie 3aBeplieHUs
npoiiecca CO3peBaHUSI OOLUTOB (M Vitr0 MOXET ObITh
HCIIOJIb30BaHa METONMKA BUTPU(MDUKALIMY B LIEJISIX MOCIIe-
IywooIieil peanuzaunu (GepTWIbHONW (YHKIMU, TPEUMY-
IIECTBOM KOTOPOI Y OHKOJOTMYECKUX OOJbHBIX SIBJISICT-
Csl OTCYTCTBME pPHCKAa TPAHCMUCCUU 30KAYeCTBEHHBIX
kietok [30, 44, 45]. B 3apy0OexxHoli TUTepaType UMEIOTCS
JIaHHBIE O HACTYIUICHUU OEPEMEHHOCTEN M KMBOPOXKIC-
HUU TIPY UCIIOJb30BAaHUM 3TOTO METOAA Y OHKOJOTMYe-
cKuX nauueHTok [30, 45, 46].

B nutepartype obcyxkmaeTcst BOIpoC CO3IaHMsT MOIET
HUCKYCCTBEHHOTO SIMYHUKA, TaKKe MMEIOIIeil Ha Ceroj-
HSAIIHUN JeHb B3KCIIepUMEHTaNbHBIN xapakTep. CyTb
MeToda 3aKJIouaeTcsl B M3OISILUM MPUMOPIUATIbHBIX
G oJTUKYJIOB U3 OBapHaJbHOTO TPaHCIUIAaHTaTa U ITePEHO-
ca Ha UCKYCCTBEHHBIN MaTPUKC (HOCUTEb, COIEpPKAIIINIA
aNrvMHa3y W MmaTtpureib). JdaHHas mpoueaypa IO3BOJUT
HUCKJIIOUUTh BEPOSITHOCTh PELUAMBA OHKOJIOTMYECKOTO
3a00J1eBaHUsI, aCCOIIMMPOBAHHOTO C HAJIMIUEM OITyXOJIe-
BBIX KJIETOK B OBapuaJbHOM TpaHcIIaHTaTe [47].

OpTtoTonuyeckasi TpaHCIUIAHTALIMSI KOPTUKAIbHBIX
¢parMeHTOB OBapUaJIbHONM TKAHU IIOCJE IPEIIIECTBY-
Ioleii KPUOKOHCEPBALlMU SIBISIETCS HaubOoJjiee OIpaB-
NAHHOM B Cjydyae OTCYTCTBHUSI NPOTUBOIIOKA3aHUM, 4TO
00YCIIOBJIECHO BO3MOXHOCTBIO BOCCTAHOBJICHUS €CTe-
CTBeHHOI (depTunbHocTU. TpaHcmaaHTauus (parMeHTa
MOXKET IMPOU3BOIUTHCS B aTPOGUPOBAHHBIN SUIHUK T1OM
KOPTUKAJIBHBIN CJIOU B LIEJSIX MAKCUMAJIILHOIO COXpaHe-
HUSI aHATOMUU WJIK B OpromnHy (fossa ovarica) mpu oTcyT-
CTBUM SIMYHUKA WX CIUIIKOM MaJICHBKUX €T0 pa3MepoOB
[12]. HaceromHsamHMiA 1eHb JOCTUTHYT KOHCEHCYC O PENM-
IUIaHTalUKu (parMeHTOB pa3MepaMu He MeHee 5 X 5 MM,
B psjie ciaydyaeB M 0oJiblIero pasMepa (5 x 15 MM) B LeasIx
VAYUILICHUSI TEXHUYECKOW COCTaBJIIOLIECH IIpolecca
MMO3UIIMOHUPOBAHMS 1 BaCKyJIIpU3allMKM TpaHCIUIAHTaTa.
KonnyecTBo TpaHCIIIaHTUPYEMBIX (DparMeHTOB BapbUPY-
€T B 3aBUCUMOCTHU OT ITOCTaBJICHHBIX 3aaa4 [12].

JnuTenbHOCTh GYHKIIMOHUPOBAHUS TpaHCILJIaHTaTa
MOXET COCTaBJISITh OT 9 Mec g0 7 ner [48], mpu 3ToM

ompejescHbl Haubosee BaxXHbie (HaKTOPbl BIMSHUS:
(omnukynsipHas IUIOTHOCTb OBapUajJbHOM TKAaHU Ha
MOMEHT IIPOBEICHMUSI KPUOKOHCEPBAIlMKM, BPEMEHHOM
WHTEPBaJI MEXIYy IPOBEACHUEM ayTOTpaHCIUIaHTAIIUKU
¥ HayaJloM Mpollecca peBacKyaspuzanuu TKaHu [12].
HekoTopsiMu aBTOpaMM IIPEIUIOXEHBI METOIbI CTH-
MYJISILIMKM PEBACKYJISIpU3aLlMU TPAHCILIAHTATA B LIEJISIX
YMEHbIICHUs MIIEMMU U OKCHIATMBHOTO CTpecca
(coCymuMCThIN 3HIOTENNANILHBIN (paKTop pocTa, cPUH-
ro3uH-1-docdar) [12, 16].

Heckonbkumu eBponeiickumu teHtpamu (benbrus,
ITepmanus, Mcrianust) 6buta mpoBeAeHa OlLieHKa pe3yabTa-
ToB 60 clly4aeB OPTOTONMYECKOM TpaHCILIAHTALUKY TKaH!
SIMYHUKA, B 51 cllyyae IIMTEIbHOCTh HAOMIOAEHMS COCTa-
BuwiIa > 6 Mec: y 93 % XeHIIMH OTMEUEHO BOCCTAaHOBJICHUE
oBapuajabHOi (yHKuMu; y 11 — mocturHyra OepemMeH-
HOCTb Ha MOMEHT OLICHKHU Pe3YJIBTaToB, Y 6 — pOIUJIMCH
3mopoBble JeTu; Yy > 50 % mnaiueHToK 3ahUKCHUPOBAHO
€CTeCTBEHHOE HACTyIUIEHMEe OepeMEHHOCTU; BO3pacT
OOJILHBIX B OOJILIIMHCTBE CiIydyaeB He TpeBbimain 30 JeT.
CpoK BOCCTaHOBJIEHUSI (DYHKIMM SIMYHUKOB B CpeIHEM
3aHMMaeT oT 3,5—6,5 Mec Iocje TpaHCIIAHTALUMK, YTO
COOTBETCTBYET Ilepuomy pocrta (OJUIMKYJIa OT CTaauu
MPUMOPINATIBLHOTO 10 aHTpanbHoro [12, 32].

Ha cerogHsiHuii AeHb aKTUBHO OOCYKIaeMOii Tpo-
0JIeMOI SIBJISIETCSI BO3BMOXHOCTh CHMKEHMSI MHTCHCUB-
HOCTHU IPOTHBOOIIYXOJICBOI Tepanuu B LE/IsIX peayKLUu
OXMIAEMOI TOKCUYHOCTU Y MALMEHTOK IPYIIIbI 6J1aro-
MPUSITHOTO IIPOrHO3a, a TakKe MCIIOJIb30BaHMS IIperia-
paToB, MO3BOJISIONIMX OKAa3aTh IIPOTEKTUBHOE JCHCTBUE
Ha SUYHUKU Npu nposeaeHun XT, Hampumep MCIOb-
30BaHue MMMyHomonayisitopa AS 101 [49], merabonuTa
cunromunuaos S1P [50].

BoiBoab1

KpuokoHcepBalinsi TKaHU SUYHMKA Yy JIEBOYEK
C OHKOJIOTUYECKMMU 3a00JieBaHUSIMM BCE 4Yallle CTaHO-
BUTCSI METOIOM BbIOOpa COXpaHEeHUST (PEePTUIBHOCTH
B OOJBIIMHCTBE KIMHUK MHUpa. CHocOOHOCTb TKaHMU
K CTEepOMIOTreHe3y M MOTeHIMAIBbHOMY BOCCTAHOBJICHUIO
9HIOKPUHHOTO CTaTyca TakKXkKe MOXET SIBJIAThCS OTHOM
U3 OMIMI maHHOro metona. JlIs TIpUHATHUSI peleHUs
0 TIPOBEICHMHU 3abopa OBapUAIbHOW TKAHU CIEIYeT
HCITOJIb30BaTh PUCK-adalTUPOBAHHbBIE TTOAXOIbBI C OLICH-
KO MOTEHLIMAJIbHOM TOHAJOTOKCUYHOCTU IIPOTUBOOITY-
XOJIEBOM Tepamnuu, a TakKe YUYMThIBATh COOTHOIIECHUE
pUCK—IIONb3a IS Kaxmoil mMmanueHTKu. Peanmzarus
MpOrpaMMbl «OHKOGEPTUIBHOCTU» Y HeTeil BO3MOXKHA
TOJIbKO C TIOMOIIIBIO MYJIBTUAUCIIUTUIMHAPHON KOMaHIbI
CIIeIIMAIUCTOB B YCJIOBUSX MHOTONPOMWILHOIO CTall-
OHapa ¢ yYeTOM 3TAITHOTO M CBOEBPEMEHHOTIO OKa3aHMUSI
MEIUIIMHCKOM rmomoiu. HecMoTpst Ha To, UTO MeToAMKa
Ha CEroAHSIIHUN IE€Hb SBILIETCSA DKCIEPUMEHTAIBHOM,
ciaenyeT MMETh ONTMMMCTUYECKUI B3IVISIA Ha BO3MOXK-
HOCTbh €€ MCITOJIb30BaHUS ¥ TaHHOM KOTOPTHI MAlIMEHTOK
¥ TPEIBUICTHh BBICOKYIO BEPOSITHOCTbh CTaHIAPTU3ALUMU
JAHHOTO ITOAX0a B OyIYIIIEM.
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Cnyyaii ycnewHoro neyexHud Heiipoacneprunnesa
y OHKONOruyeckKoro nayuenma

P.A. U3moxkepoa, C.A. KyaeBa, C.B. BanoBa, H./I. ®aceeBa, C.A. TaTbkoB
DI'BY «HMHI] onkonoeuu um. H.H. [lemposa» Mun3zdpasa Poccuu;
Poccus, 197758, Cankm-Ilemepbype, noc. [lecounsii, ya. Jlenunepadckas, 68

Konmaxmmuuvie oannvie: Purna Heopesna Hzmoxnceposa izmozherova@yandex.ru

HHeaszuenvle Muko3vl, 8bi36annbvle epudbamu pooa Aspergillus, Ha cecoOHAWHUT OeHb 0CMArOMCsa AKMYANbHOU KAUHUYECKOU NPo0aeMOll Y OH-
Konoeuveckux nayuenmos. Y 10—20 % 60abHbIX nepeuuHsle acnepeustemvl MONCHO OOHAPYICUMb 8 YeHMPAAbHOU HEPBHOI cucmeme.
B cmamve onuceieaemcs cayuaii neiipoacnepeunnesa y UMMYHOKOMAPOMEMUPOBAHHOU NAUUEHMKU ¢ XOPUOUOKAPYUUHOMOIL NPABoLi memeH-
HO-3amblA04HOI 00U 20108H020 MO3ea. [IpasunvHas unmepnpemayus GaKkmopos pucKa, KAUHUYECKOU CUMRMOMAMUKY U 8U3YAAU3AUU-
OHHbIX MEXHUK, PAHHSS OUACHOCMUKA ¢ 8epUdUKalUel] NAMoA0UMECK020 NPOUeccd, UCHOAb308AHIEe (YHSUCMAMUYeCKUX U YHeUUudany-
HbIX NPEnapamos no380AUAU U30excams HeeamusHo20 NOCAe0CmaUs epudK08oil HelipouHpeKyuuU.

Karoueguvie caosa: 6emu, xopuom)icapuunoma, UHBA3UBHDLI acnepeuine3, AHMUMUKOMUKU

Jlas yumuposanus: Hzmodceposa P.U., Kynresa C.A., Heanosa C.B., Daceesa H./., Tamovkos C.A. Cayuaii ycnewinoeo nevenus Heiipoac-
nepeunnesay oHkonoeuteckoeo nayuenma. Poccutickuii scypran demckoii eemamonoeuu u onkonroeuu 2019;6(3):68—71.

Case of successful treatment of neuroaspergillosis in oncological patient

R.I. Iztmozherova, S.A. Kuleva, S.V. Ivanova, N.D. Faseeva, S.A. Tyatkov

N.N. Petrov National Medical Research Center of Oncology, Ministry of Health of Russia;
68 Leningradskaya St., Pesochny, Saint Petersburg, 197758, Russia

Invasive mycoses caused by fungi of the genus Aspergillus, today remain an urgent clinical problem in oncological patients. In 10—20 % of
patients with primary by aspergilloma can be detected in the Central nervous system. The article describes a case of neuroaspergillosis in an
immunocompromised patient with choroid carcinoma of the right parietal-occipital lobe of the brain. Correct interpretation of risk factors,
clinical symptoms and imaging techniques, early diagnosis with verification the pathological process, the use of fungistatic and fungicidal
drugs allowed to avoid the negative consequences of fungal neuroinfection.
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BBenenue

WMHBa3uBHBIE MUKO3bI, BbI3BaHHBIE TpuOaMu poja
Aspergillus, Ha ceroIHAIHUI IEHb OCTAIOTCS AKTyalbHOM
KJIMHUYIECKOH ITPOOIeMOI Y OHKOJIOTHYECKUX ITAIleHTOB.
Haubonee yacToil mepBUYHOI JTOKaIM3alMel aceprui-
J1e3a sIBJISIIOTCS JIeTKue, onHako y 40 % nalyeHToB 3a0oJie-
BaHue MaHU(DECTUPYET dDKCTpanyibMOHaIbHO. Y 10—20 %
OOJIHBIX TIEPBUYHBIC AaCMepriiieMbl MOXHO OOHapy-
XUTh B lLieHTpalbHOW HepBHOI cucteme (ILIHC) [1].
Hcronp3oBaHMe  BBICOKOMO3HOM  IIMTOCTATUYECKOM
XUMUOTEpaIiu, ayToJOTUIHON TpaHCIIAaHTAllUM TeMO-
MO3TUYECKUX CTBOJIOBBIX KJIETOK, HOBBIX ITOKOJICHUIA
MMMYHOCYIIPECCUBHBIX TIPEIIapaToB IPUBEJIO K yBeJIMUe-
HUIO 4YWCcIla UMMYHOKOMIIPOMETUPOBAHHBIX MAIlMEHTOB
C BBICOKMM DPHUCKOM pa3BUTHUSI HMHBa3UBHBIX MUKO30B.
Haub6oee 3HaunMbIMU (haKTOpaMM PUCKA JIJI aCTICPTUTI-
JIe3HON HEUPOMHMEKINU SIBJISIOTCS JJIUTEIbHAS U TJTy-
0oKasi UMMYHOCYTIpeCCHUsI, UMMYHOKOMITPOMETAIIUsl ITPpU
HCIIOTb30BaHUM KOPTUKOCTEPOUIOB M ITUTOCTATHKOB.
IMopaxenne LHHC wuHdexkuueidt rpuOKOBOil 3THOJIOTUU
COIPSIKEHO C BBICOKUM YpOBHEM JieTaibHOCTH: 90—100 %
y MaLKMeHTOB ¢ uMMyHocyrpeccueir u 40—80 % y ummy-
HOKOMITPOMETUPOBAHHBIX OOJBHBIX |2, 3].

Onucanne KIMHHIECKOTO CJIydast

Ilayuenmxa, 9 rem, noayuansa drumenvhoe neveHue no
no6ooy XopuouoKapyuHomsvl NPaAGol MeMeHHO-3aMmblio4-
HOUl doau 201081020 Mo3ea. Ilepevim smanom 604bHOU ObLIO
8bINOHEHO ONEPAMUBHOE BMeamenbcmeo 6 obeseme yoa-
AeHUsi 00paszosanus. B pezyibmame KOHMpPOAbHO20 00cae-
008aHUsL CNYCMsl HECKONbKO Mecsyes Obla 0UaeHOCMUPO8aH
npodoaxcenunviit pocm onyxoau (puc. 1). Ha ¢hone nevenus
desouxa Haxo0uaacs 6 co3HaHuu, 6e3 peuesvix HaApyuleHuil.
MenuneeanvHvix 3HaK06 He 0bL10. IMOYUOHANBHOE COCMO-
sAHUe XapaKkmepu3o8anoch Kax aabunvHoe. Irasnvie ujeau
oblau cummempuunble, 3pauku D=S, pomopeaxyuu (npsmas
U COOPYHCECMBEHHASL) COXPAHEHDBL, KOHBEP2eHUUS HECKONbKO
ocrabnena ¢ 2 cmopon, dunionuu He 6vir0. Cummempuuroe
AUYO, JACUBOL 210MOYHDBIIL peghaeKc YKAa3bledaau HA OMCym-
cmeue ouazoeoil cumnmomamurxu. MolueuHolil mMoHyc He Obin
usmerer. CyxoocunvHole peghaexcot ¢ pyk S>D. T[lamonoeuue-

CKUX 3HaK08 He 0bl10. B noze Pombepea ycmoiiuuea. Yemxux
yyecmeumensHoix Hapyutenuii Hem. OyHKyUU MA306bIX Opea-
H06 He cmpadanu. YyecmeumenvHocms ObL1a COXPAHEHA.

Coenacno npomoxony CPT-SIOP 2009 nayuenmka
noayuuna mepanuro 8 caedyroujem obseme: 08YKpamHoe
onepamusHoe eMeulamenscmeo 8 odveme yoaneHus Onyxoa,
noauxumuomepanus (I1XT), nsokanvnas ayuesas mepa-
nus 8 cymmapHoi ovaeoeoii doze 54 Ip. B pezyromame, no
danubim KonmpoavHoi MPT eon06Ho20 mo3ea ¢ Konmpacm-
HbIM ycunenuem, mvl 8UOUM KAPMUHY NOCMONEPAUUOHHBLX,
nocmaAy4e8vlxX U3MeHeHU Nnpagoll MemMeHHO-3AMbLIOYHOU
obaacmu ¢ y4acmkom HaKoONAeHUs: NApamMazHemuKa no xooy
onepamuero2o 00cmyna, OaHHbIX 3a NPOOOAICEHHBLI POCH
onyxoau He noay4eno (puc. 2).

IIpu noemopHoii eocnumanuzayuu no n080Ay N0O03perusl
Ha cenmuuecKuil npoyecc NAUUeHMKAa uUmena OAumenbHolil

a 0

Puc. 1. Maenumno-pesonancrnas momoepagus (MPT) conoenoco mo3zea
¢ KOHmMpacmuulM ycunenuem: a — T2-83geuwennoe uzobpaxncenue; 6 —
T 1-636euiennoe uzobpaxcerue; 6 — DWI; e — T1 (konmpacm). Hccaedosa-
Hue 8bINOAHEHO Hepe3 3 Mec nocae OnepamueHo20 Imana sevenus. 3axawye-
Hue: MP-kapmumna npoooadiceHH020 pocma onyxonu

Fig. 1. MRI of the brain with contrast enhancement: a — T2-weighted
image; 6 — TI-weighted image; ¢ — DWI; e — T1 (contrast). The study
was performed 3 months after the surgical stage of treatment. Conclusion:
MR-picture of continued tumor growth
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Puc. 2. MPT 201081020 M032a ¢ KoHmpacmHwim ycunenuem: a — T2-636e-
wenHoe uzoopaxcenue; 6 — T 1-636ewennoe usoopaxcenue; 6 — DWI; e — T1
(koumpacm). 3akawuenue: MP-kapmuna nocmonepayuoHHbIX, NOCMAY-
YegbIX UBMEHEHUI Npasoll MeMeHHO-3AMbIIOHHOU 00AACmU ¢ Y4aACMKOM
HAKONAeHUs: NapamasHemuKa no xo0y onepamueHo20 00Cmyna, OaHHbIX 34
NPOO0ANCEHHBLI POC ONYXO0AU He NOAYHEHO

Fig. 2. MRI of the brain with contrast enhancement: a — T2-weighted image;
0 — T1-weighted image; 6 — DWI; e — T1 (contrast). Conclusion: MR-picture
of postoperative, postradiation changes in the right parietal-occipital region
with the paramagnet accumulation site during operative access; data for
continued tumor growth were not obtained

anammes 0cHo8Ho20 3aboneeanust. Cneyuguueckas mepanus
COnpoB0ICOaracs cemamonoeuueckumu ocaoxicHeruamu 11—
1V cmenenu. 2Kanrobvt Ha momernm Hacmosuell 20CnUman-
3ayuu: 20106HAs 004b, HUCMAeM, OUNAONUSL, BbIPANCEHHAS
caaboemo. Tlpu ocmompe cocmosnue 60AbHOU pacyeHu-
8a10Cb KAK CpedHell cmeneHu mscecmu, CO3HaHue 0blio
ACHOe, AUXopadka omcymcmeosand. B kaunuueckom aua-
Aau3e Kposu coxpausnacy aetikoneiumponenus I cmenenu
KaK pe3yabmam 2emamomoKCcu4HOCMu nocie npedvloyuieco
yuxna IIXT. Ilayuenmke ovira évinoanena MPT eonoenoeo
MO032a, NOKA3A8Udsl YEeAuHeHUe pazmepos 30Hbl HAKONACHUS
napamazHemuka no xody onepamueHo2o0 00Cmyna é npagoi
memeHHO-3ambla04HOoI done (puc. 3).

Jlannvle KAUHUKO-UHCIPYMEHMANbHbIE USMEHEHUs. cae-
dogano oughgpepenyuposamov mexncdy peyudu8om 0CHOBHOZ0
3abonesanus u socnaiumenvuovim npoyeccom. llpednonoxncus
6 mom uucne u epuodkogwlil eenesz nopaxcenus IL[HC, nayu-
eHmKe OblAU BbINOAHEHbl OaKmepuosoeuecKoe U MUKo-
AoeutecKoe UCCAe008aHuUsi CRUHHOMO32080U  JICUOKOCHIL,
8 pe3yabmame Komopbix Ovln evidesen Aspergillus niger,
m. e. OblA YCMaHo61eH 00KA3AHHbLI UHBA3UBHBLI ACHepelULIe3
I[HC. C yuemom evicokoii peghppakmepHocmu epubos pooa
Aspegrillus k monomepanuu, 601bHOlU NPOBOOUNACH KOMOU-
HUPOBAHHAS SMUOMPONHASL AHMUMUKOMUYECKAS Mepanis —
amghonun, 60pUKOHA30A, KAHCUOAC 6 BO3PACMHBIX 003U-
poexax. [lpu kommpoavnom obcaredosanuu cnycms 2 Hed
om Hauana npomueoepudKoeoll mepanuu no dannvim MPT
20/1086H020 M032A C KOHMPACMHbIM YCUACHUEM OMMeUeH
peepecc 8blA8AEHHO20 YHACMKA HAKONACHUS NAPAMACHEMUKA
no xody onepamueroeo docmyna (puc. 4). Ilo pezyromamam
MUKOA02UHECK020 UCCAe008AHUS AUKEOPA pocma epubos
00HapYJICeHO He 0bLI0.

Puc. 3. MPT 201061020 Mo32a ¢ KoHmpacmHbim ycunenuem: a — T2-636e-
wenHoe uzobpaxcenue; 6 — TI1-636euwennoe uzobpaycenue; 6 — DWI;
e — T1I (kommpacm). 3akawuenue: MP-kapmuna yeeauvenus pamepos
30HbI HAKONACHUS NAPAMACHEMUKA N0 X00y 0nepamueHo2o 00Cmyna é npa-
6011 MeMeHHO-3amblA0HOU 00aacmu Ha (oHe ROCMONePAUUOHHbIX, NOC-
AYHeBbIX UMEHeHUll

Fig. 3. MRI of the brain with contrast enhancement: a — T2-weighted
image; 6 — TI-weighted image; 6 — DWI; e — T1 (contrast). Conclusion:
MR-picture of the increase in the size of the paramagnet accumulation zone
along the operative access in the right parietal-occipital region against the
background of postoperative, postradiation changes

a 7

Puc. 4. MPT 201061020 M032a ¢ KoHmpacmuwim ycunenuem: a — T2-636e-
wenHoe uzoopaxcenue; 6 — T 1-636ewennoe usoopaxcenue; 6 — DWI; e — Tl
(konmpacm). 3axaiouenue: peepecc 6HOBb GbIAGAEHHO20 YHACMKA HAKONAE-
HUS napamazhemurxa no xo0y onepamuéHo2o 00CMyna 6 npagoil memeH-
HO-3amblA04HOI obaacmu

Fig. 4. MRI of the brain with contrast enhancement: a — T2-weighted image;
0 — Tl1-weighted image; ¢ — DWI; e — T1 (contrast). Conclusion: regression
of the newly identified area of paramagnet accumulation during operative
access in the right parietal-occipital region

O0cyxaeHne

bnarogapst moBblllleHHON aduHHOCTA TPUOOB poaa
Aspergillus K 2HIOTETNIO COCYIOB, BO3MOXHO MX T€MaTo-
reHHoe pacrnpoctpaHeHue B LIHC. BupyneHTHOCTH 3aBU-
CUT OT CITOCOOHOCTU rpuda MpoayLUpOBaTh MUKOTOKCHUH,
C KOTOPBIM CBSI3aHO TOBPEXIEHUE MUKPOIJIUU, acTpoO-
LIMTOB U HEUPOHOB. DTOT AEUCTBYIOIIUI areHT UHTUOU-
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pyeT paboTy (aroMToB U YBEJIMUYMBAET Pe3UCTEHTHOCTD
KOHUAWM K OTICOHU3ALINH.

K coxaneHuio, Heipoacnepruuie3, BO3HUKIINIA
Y MMMYHOKOMIIPOMETUPOBAHHBIX MAlIMEHTOB, HEPEIKO
MMPUBOAMUT K MHBAIMAN3ALMHU OOJBHBIX C pa3BUTHEM Y HUX
WHGAPKTOB MO3ra, reMopparuii, sHuedaloMasIiuu,
LIepeOPOBACKYISIPHBIX HapylIeHW, aHeBpU3M, aOcliec-
COB 1 MEHUHTHUTA. B Takux cutyanusx KInHUKa MaHude-
CTUPYET TeMU WM MHBIMU CHUMIITOMAaMH HEBPOJIOTHYE-
ckoro gepunura [2, 4, 5].

INpaBunbHasg uHTepripeTalyst (GaKTOpOB pUCKa, K-
HUYECKON CMMIITOMATHKHU U BU3YaJU3alIMOHHBIX TEXHUK
JlaeT BO3MOXKXHOCTb TMarHOCTUPOBATh Helpoacepruiies
B OOJIBIIMHCTBE CIydyaeB. B Halrem mpumepe BbIIEICHUE
U3 JTUKBOpa Aspergillus niger TI03BOJIMIO B KOPOTKHE CPO-
KM IUMAarHOCTUPOBaTh MaTosornueckuii mpouecc B LIHC
(MeHMHTO3HILIeaTuTUIEeCKyl0 (HopMy) M HadaTb paH-

Hee KOMOMHMPOBAHHOE AHTUMMKOTUYECKOE JICYCHHUE.
bricTpasg nuarHoCcTMKa M paHHee MCIOJIb30BaHUe (DyH-
TUCTAaTUYECKUX U (PYHIUMUMIANBHBIX IIPEapaToB M03BO-
JIIM 130exXaTh HEeraTMBHOIO ITOCJIEACTBUSI I'PUOKOBOIM
HEUPOUH(PEKIINH.

BoiBoan1

HeyxiionHo niporpeccupysi, 6e3 ageKBaTHOIH aHTUMMU-
KOTUYECKOM Tepamnuu WHBa3uBHBIN acrniepruie3 LHTHC
XapaKTepu3yeTcsl KpaliHe HeOJarompUsITHBIM JUISl XKM3HU
M 3I0POBbS MALIMEHTOB MPOTrHO30M [2]. PaHHss nuarHo-
CTHKa, CBOEBPEMEHHOE HayaJlo MHTEHCUBHOM, KOMOMHU-
POBAaHHOM ATUOTPONHON AHTUMMKOTUYECKOMU Tepamuu,
KOHTpPOJIb €€ 3(PHEKTUBHOCTU C MCIOJIb30BaHUEM BU3Y-
aTM3UPYIOIIUX U JIA0OPaTOPHBIX METOAOB MCCIIEIOBAHUS
TMO3BOJISIIOT JOOUTHCSI perpecca rpuOKOBOTO MOpaXKeHUs
IIHC y Takux 60abHbIX [1, 6, 7].
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Baenenue

MyKOpMUKO3 — OMIMOPTYHUCTUYECKNIT MUKO3, BHI3bI-
BaeMblli HUBIIMMU TpUOAMU MYKOPMUIIETAMU OTpsina
Mucorales otnena Zygomycota. 3aboieBaHue XapakTepu-
3yeTcsi KpailHe arpecCUBHBIM TeueHueMm. BosOyautenu
MYyKOPMUKO3a IIMPOKO PACTIPOCTPAHEHBI B TPUPOIE,
00UTAIOT B MOYBE, BCTPEUAIOTCSI B OTXOJAX, MOJIBEPraio-
IIUXCSI THUEHWIO, Y TINIIEBBIX MpoayKTax. MHbuimpona-
HUE TTPOUCXOUT MTPY MHTAJISIIIUY MULIETUST C BABIXaEMbIM
BO3IyXOM U alUMEeHTapHbIM TiyTeM [ 1]. DakTopom pucka,
TpePacIioNaraloiuM K pa3BUTUIO MyKOPMUKO3a, SIBJISI-
€TCsI UMMYHOCYTIpeccusi Ha (hOHE JUTUTETbHOTO MPUMeHe-
HUST BBICOKMX 103 TIIFOKOKOPTUKOCTEPOUIOB U UMMYHO-
JIETIPECCAHTOB Y TIALIMEHTOB C OHKOTeMAaTOJIOTMYEeCKUMU
3a0oeBaHusIMU. be3 paHHETO XMPYypPrUUEeCKOTO JeUSHUS
U aKTUBHOU aHTU(DYHTATBHO Tepanu MyKOPMUKO3, KaK
MPaBWIO, 3aKAaHYMBAETCS JIETAIBHBIM UCXOAOM. TpymHO-
CTU KJIMHWYECKOW MUArHOCTUKU 3a00JIeBaHUS CBSI3aHbI
C HecrneuuM@UUHON KIMHUYECKOW CHUMITOMATUKOM,
Pa3o0IIEHHOCTHIO U HEOTHOPOIHOCTHIO AITUIEMUOJIOTH -
YeCKUX JaHHbIX [1—3].

Onucanne KINHHIECKOTO CJIydast

Ilayuenm b., 12 nem, nocmynun ¢ kaunuxy HMHUI]
onkonoeuu um. H.H. I[lemposa c nodospenuem Ha oHK0A02U -
yeckuil npouecc. Ilocae nposedennozo obcredogarnus y 601b-
HO20 ObLI0 BbIABNEHO MHOJICECHBEHHOE NOpadceHue Kocmell

cKenema, HympuepyOHbIX AUMPAMUYECKUx Y3108, NO4eK,
yeumpanvroi Heperoti cucmemot (ILIHC). Mopghoaoeuuecku
duaenocmupogana B-kaemouHas Hex00MCKUHCKAs Aum@o-
ma, evicoxuii puck, CD20-nosoxcumenvnas. B coomeem-
CMeUU ¢ KAUHUHECKUMU PEKOMEHOAUUAMU MAAbYUKY HA4a-
ma XuMUOUMMYHOMeEPanus 045 ePynnbl 8bICOK020 DUCKA
¢ nopaxcenuem I[HC.

Youce na credyrowue cymku nocae okonuanus 2-20 610ka
Xumuomepanuu 6 KAUHUYECKOM AHAAU3e Kpo8U y NAUUeH-
ma Obl10 OMMEHEHO CHUMICEHUE YPOGHS 2PAHYAOUUMOE 00
0,04 — 10°/2, komopoe nompe608ano OAUMeAbHOU CIMUMYAS-
YUY KOAOHUECUMYAUPYIOUUM aAKIMOpPOM.

Yepes 48 u enepevie 6bi1 3apuKcuposan 3nu300 pebpunsb-
HoOU Hetimponenuu. [layuenmy HaszHaueHa 3MnUpU4EcKas
aHmMubaKmepuaibHas mepanus NpPenapamamu - epynnvl
Kapbanenemos, mpuyuKaueckux eaukonenmudos. Ilapan-
AEAbHO NPOBOOUAUCY MHOCOKDAMHbBIE KYAbMYPOAOUHeCKUe
uccaedosanus Guosoeuteckux cped Ha epubkosyr u bakme-
PUAIbHYIO (hA0pY, KOMOpbie Gblau OMPUUAMENbHbIMIL.

B meuenue nocaedyrowux 72 v 060abHOI npodoadcan
Auxopaoums ¢ nodsemamu memnepamypvl 00 eunepnupe-
mu4eckux yugp; noseuaach KAUHUKA OPAAbHO20 U Kulueu-
H020 MyKo3uma, noomeepicoeHHass OaHHbIMU KOMAbIOmMep-
noii momoepauu (KT). B cea3zu ¢ neagppexmugnocmoto
1-it aunuu anmubakmepuarvHol mepanuu 6vi1a NPou3gede-
Ha ee 3ckarayus ¢ 0obasaenuem 0Kca3oiuduHOH08 u Gmop-
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XUHOAOHOB;, NAPANNEAbHO 0blAa HAYAMA AHMUDYHEANbHAS
mepanus 3xuHokanounamu. Ha gone nodobpannoii komou-
Hauuu npenapamos yo0anocs 000Uumscs anupexcuu, 00HaAKo
nPOsAGACHUS MYKO3UMA HAPACMAAU 30 CHeM YCUNCHUS CUM -
nmMomo8 3HMepoKoauma. B kaunuueckom aunansuse kposu
coxpansnace nanyumonenus IV cmenenu, ypoeenv 0eakos
ocmpoil ¢hazel HenpepwvisHo Hapacman. Tlpu KoHmpoavbHoil
KT opearnoe epyonoil knemku u OprOWHOL NOAOCMU, 8bINO-
HeHHOI Ha 5-e cymKu nocae 3agepuienust 610K06020 AeHeHuUs,
enepsbvie ObL10 3aPUKCUPOBAHO NPOSIGACHUE UHDUALMPAMUE-
HbIX UBMEHEHUIl 8 HUMICHUX doasx aeekux (puc. 1), napacma-
Hue nposieaeHuil 230¢hazuma, eacmposHmepoKoiuma.

Puc. 1. KT opeanoe epyonoii kaemku 60avHoe0 (ungursmpamueHsie usme-
HeHUs 8 HUMICHUX 00X NeeKUX Ha (hoHe aHMuUbaKmepuanbHol mepanuu)

Fig. 1. CT scan of the patient’s chest organs (infiltrative changes in the lower
lobes of the lungs during antibiotic therapy)

Aumubaxkmepuanvras mepanus 0blaa ycuieHa 66e0eHU -
eM 6 cXxemy mempauuKAuHO8, AHMUMUKOMUYECKas mepanus
npodoadicena. Pezysbmamot mukonsoeuueckoeo uccaedosanus
ouocyocmpamos (Mokpoma, Kpogb, Moud, Kaa) 004bHO2O
npoooacanu Obims OMPUUAMENbHBIMIL.

Oonako yice uepe3 cymku 0bia0 OMMeUeHO pe3Koe YXyo-
WeHue COCMOSIHUS MAAb4UKA 8 8UOe NPOSGACHUs UHCRUPA -
MOPHOI 00blUKU, 04epedH020 nodsema memnepamypvi 00
hebpunvubix yugp. B sxcmpennom nopsaodie bvira evinonHe-
Ha KT opeanoé epyonoil kaemku, nokazasuias ouggysnoe
CHUJICEHUe NHeeMamu3ayuu, 6oaee GbipadceHHoe 8 HUNICHUX
doasx Ha oHe uHmepcmuUYUaIbHO20 OMmeKa aeekux (puc. 2).

B meuenue 2 u cocmosnue 601bH020 npoepeccusHo yxyo-
Wanoch 3a cuem Hapacmaruie2o HeKynupyemoeo omeKka aee-
KUX ¢ pazeumuem 0cmpoil OblXamenbHoli HedoCmamo4yHOCmu
11l cmenenu, npusedweil k cmepmu navuernma Ha 15-e cym-
KU 0m OKOHYaHUsL 2-20 O10KA XUMUOUMMYHOMEPAnUl.

IIpu aymoncuu 6 npoceeme aopmovl 00pawar Ha ceos
BHUMAHUE NPUCMEHOUHbII MPoMO OYpoeo usema, ¢ uepoxo-
8aMOLl NOBEPXHOCMbIO, 2pUbK08As npupoda Komopoeo Oviia
noomeepicoena npu Mopghoaocuueckom uccaedosaruu (puc. 3).

Ilpu eucmonoeuneckom uccaedoganuu MKaHen Ae2Kux
BU3YANUZUPOBAAUCH  NPO3PAYHBIE — MAAOCENMUPOBAHHbBLE
wupoxue eughvl epuba, eemesujuecs No0 NPIMbIM Yea0M,
XapakmepHvle 0451 MyKopmuuemos-canpopumos (puc. 4).

Puc. 2. KT opeanos epyonoii kaemku 60161020 24 4 cnycms. Jlgycmoponnss
noaucecMeHmMapHas UHMepPCMULUANbHAS NHEBMOHUS

Fig. 2. CT scan of the patient’s chest organs 24 hours later. Bilateral
polysegmental interstitial pneumonia

Puc. 3. lucmonoeuueckuii npenapam neeouroii éeuvl (aymoncus). Okpacka
2emMamoKcuAuHom u 303unom. Cmpeakamu yKa3anvl npucmeHo4Hble mpom-
0bl 8 Npoceeme N€204HOIl 6eHbL

Fig. 3. Histological preparation of the pulmonary vein (autopsy). Colored
with hematoxylin and eosin. Arrows indicate parietal thrombi in the lumen
of the pulmonary vein

Puc. 4. [ucmonoeuneckuii npenapam mranu neexux (aymoncus). Okpacka
2eMAMOKCUAUHOM U 203uroM. Cmpeakamu yKasarvl 3ueomuyems! 6 npocee-
me cocydos

Fig. 4. Histological preparation of lung tissue (autopsy). Colored with
hematoxylin and eosin. Arrows indicate zygomycetes in the lumen of blood
vessels

Ilodobnbie Jice uzmeneHus Oblau 0OHAPYICEHBL U 8 NPOCEe-
me cocydo8 nodcau3UCmoeo cA0s NUwe800a, MOHKOU U mo-
cmotl Kuuok (puc. 5).
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Puc. 5. Tucmonoeuueckuiit mamepuan cocydos nodcauzucmozo cA0si MOHKOU
Kuuwiku (aymoncus). Cmpeakamu yKazanvl Npo3pauHvle HeCenmupo8anHHble
wupokue eughvl epuda, emgsauuecs no0 NPSMbIM Yerom

Fig. 5. The histological material of the vessels of the submucosal layer of
the small intestine (autopsy). Arrows indicate transparent nonseptated wide
fungal hyphae branching at right angles

Ilo pesyabmamam namos020GHAMOMUHECKO20 BCKPbL-
mus y nayuenma 0vin OUAZHOCMUPOBAH 2PUOKO08bLIl Cenclic,
8bI36aHHBII  epubamu  Kaacca Zygomycetes —(epudkoebvie
mpombbl 6 aopme, Ne20MHOM CMBOAE U Ne20UHbIX apmepusix,
nopasicenue MKAaHu AeeKux, CAUZUCMO-NOOCAUZUCIO20 CAO05
nuwesoda, moacmoil u monkoil kuuiox). Henocpedcmeentoil
NPUMUHOLL cMepmu OOAbHO20 CMA 2PUOKOBbLI CENCUC.

OO0cyxaeHue

VBeIMYeHWe 4YacTOThl Pa3BUTHSI MYKOPDMHUKO3a CBsI-
3aHO HE TOJBKO C COBEPIICHCTBOBAHWEM METOIOB JMa-
THOCTHUKH, HO M C IIMPOKUM IPUMEHEHUEM B JICYCHHH
OHKOTeMaTOJJOTMYeCKKX 3abojeBaHMil 0oJice arpeccuB-
HBIX CXEM LIUTOCTATHYECKOM Tepariiu, HOBBIX ITOKOJICHMIA
MMMYHOCYIIPECCHMBHBIX IPENnapaTtoB (MOHOKIOHATbHBIX
AHTHUTEJN, UHTUOUTOPOB (haKTOpa HEKPO3a OITyXOJIH ajlb-

da) n 1p. [4].

Knunuyeckne TiposiBieHUsT TpUOKOBOTO — Ipoliecca
y OOJNBHBIX C UMMYHOCYIIpECCUel KpaliHe HecreLiM(MUIHBI.
TsKecTh COCTOSTHUS MTALIMEHTA 3a9acTyIO He TTO3BOJISIET ITPO-
BECTH MHBA3UBHBIE ITPOLIEAYPHI, HEOOXOAUMBIE [UISI ITOJIyde-
HUST MOP(OJIOrMUECKOro Marepuaga U3 MpearnoaaraéMoro
ouara MH(pEKIUU. DTO, B CBOIO OYepeb, 3aTPYAHSIET CBO-
€BPEeMEHHYIO JMArHOCTUKY I'pPMOKOBOro 3abosieBaHus [5].
Hepenko, naxke B ciydJasix OIepaTMBHOIO BMEIIATEIbCTBA
B CBSI3U C PAa3BUTHUEM OCTPOM XMPYPrUyECKOM IaTOJIOTUN
y TIalIMeHTa, BBISIBJICHUE MUIIC/IUS IJICCHEBBIX TPMOOB B OITe-
PaLlMOHHOM MaTepuralie OKa3bIBACTCS CIyYallHOM U HEOXKH -
JaHHOM Haxoako [6]. st a3 dekTUBHOrO JIeueHIs JaHHOM
WHMEKIIMN HeoOXoaMa afeKBaTHasl aHTU(YHTraIbHAasI Tepa-
mua. B mexmyHapomHbIx pekoMeHgauusx EBporeiickoit
KoH(epeHLMU 1o uHbekuusaM npu jeiikemun (European
Conference on Infections in Leukemia, ECIL) 2017 . nns
CTapTOBOI Teparuu MyKOPMHUKO3a ITOKa3aHO IMPUMEHEHME
JIMTITUIHOTO KoMrutekca amdporepuiiiia B [7]. Ho crour
OTMETHUTD, UTO JaHHBII Tperapar 00agaeT BHICOKOI TOK-
CUYHOCTBIO Y UMMYHOCYTIPECCUBHBIX OOJbHBIX M HE MOXKET
OBITb HA3HAYCH B KAUECTBE IMITUPUICCKOTO JICUCHNS.

BoiBoan1

ITpogeMOHCTPUPOBAaHHBIN KIIMHUYECKU CIIydait Iuc-
CEMMHMPOBAaHHOTO MYKOPMHUKO3a T0KA3bIBACT €0 arpec-
CHUBHBII MTOTeHITMAN. JIeTaIbHOCT IPU JAHHOM BapUaHTe
coctaBisier 95 %. He uckimouyeH ToT akT, YTO IIpUMEHe-
HUE MMMYHOTEpaiud MOHOKJIOHAJIbHBIMM aHTUTEJIaMU
BbI3BaJIO ropa3ao 0oJjiee IIyOOKYIO U IJIUTEJbHYI0 UMMY-
Hocynpeccuio. HecnenmduyHash KIMHUYecKas KapTUHa,
MUMMKPUPYIOLIAS IO TUITUYHBIE CUMIITOMBI TTOCTIUTO-
CTaTUYECKUX OCJIOXKHEHUM Y OOJIbHBIX C HEXOMKKUHCKU -
MU JuMdoMaMu, OTpHUIIaTeIbHAS MUKPOCKOIIMS MCClie-
JIyeMbIX OMOCYOCTpPaTOB HE I1O3BOJMIM MNPUXU3HEHHO
3aI1003PUTh TMarHO3 MYKOPMUKO3a.
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VYBaxkaeMble KOJUIETH, TIOSBMJIACh BO3MOXHOCTh
opopmuts INJIATHYIO moanucky Ha «Poccuiickumit
JKypHaJ IeTCKOH remaTtojoruu u oHkongorum» (P2KAIu0O)
IIJIST CTpaH OJImsKHero 3apyoexns u CHI'!

Bbl MokeTe BOCIOJB30BaThCSI JIHOOBIM  YIOOHBIM
pecypcoM it OHaliH-0(hOPMIICHUS TaHHOM YCIIyTH:

» www.pressa-rf.ru — opUIIMaIbHbINA CANT O0BEANHEH-
Horo katanora «[Ipecca Poccum»;

° www.gress—med.ru — MHTEPHET-MarasmH MEIUIIH-

CKMX KHUT 1 TTPO(heCCUOHATBLHOM TIEPUOIVKY JJI Bpaueii;

* https://www.akc.ru — areHTCTBO IO pacIpoCTpaHe-

HUIO 3apy0eKHBIX U3MaHUM.

Wnu npuiitu B mo6oe otneneHue I[loursr Poccum

1 oopMuUTh MoAnucky mo katamory «[Ipecca Poccum».
Wunmexc m3manus — 93505.
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KnuHuyeckuil cnyyai remonumuyecKoi 6one3Hu HOBOPOKACHHDIX
npu HecoBMecMuMoOCmMuU KpoBu Mamepu u nnoaa
no «<MUHOPHOMY> 3pumpouumapHoMy aHmureny

E.JI. Kpusomeunna', T.C. Muxaiiiosa?
'DIrBOY BO «Tsepcroii cocydapcmeentviii meduyunckuil ynueepcumenm» Munzopasa Poccuu; Poccus, 170100, Tsepw, ya. Cosemckast, 4;
2I'hY3 TO «/lemckas obaacmuas kaunuxeckas 6onvHuya»; Poccus, 170100, Tseps, nabepexcnas Cmenana Pazuna, 23

Konmaxmmuuvie oannvie: Enena Jleonudosna Kpusoweuna elk 1941@yandex.ru

Ilpedcmasneno kaunuueckoe HabAOeHUe 2eMOAUMUHECKOL 001e3HU HOBOPOJICOCHHbIX 8 pe3yabmame UMMYHU3AUUU nA00a no peoKomy
anmueery spumpouumos (JIromepan). Oco6eHHOCMbIO CAYHAS A6AAEMCS HAAUYUE 8 2eMOSDAMME HOBOPOICOCHHO0 2UNEPACLIKOUUMO3A C bl -
DAJICEHHBIM PeeeHepamuUHbIM CO8ULOM HellMPOdUA08 6160 00 eOUHUMHBIX OAACIHBIX (OPM, MPOMOOYUMONEHUU, BbICOKO20 PEMUKYA0UU-
mosa (6oaee 1000 %o) u 60abu020 Koauvecmea s0epHbix Gopm spumpoyumos (Hopmobaacmos). B muesocpamme onpedensiaucsy pesxoe
pacuuperue 3pumpoudnoeo pocmka (90 %) u npusnaku ouzspumponodsa. Tunuunsle KAUHUYECKUe NPUBHAKU U U30CEPON0CUMECKAs HeCO-
BMeCmUMOCHb Mamepu U HA00a N0 AHMULEHAM IPUMPOYUMO8 A8UAUCH OCHOBAHUEM 051 CB0EBPEMEHHOI OUACHOCMUKU U A0eK8AMHO20
AeUeHUs. 2eMOAUMUHYECK Ol 00Ne3HU HOBOPONCOCHHBIX.

Karouesnie caosa: nogoposcdennvie, eemorumuueckas 604e3Hb, UMMYHU3AUUs NA00a No pedkomy anmueery spumpouumos (Jlromepan),
0COOEHHOCMU 2eM02PaMMbL, 0COOEHHOCMU MUEN0PAMMbL

Jas yumupoeanus: Kpusoweuna E.JI., Muxaiinosea T.C. Knunuueckuii cayuaii eemosumu4eckoil 601e3HU HOBOPOICOSHHBIX NPU HecogMe-
CIMUMOCMU KPO8U Mamepu U n100a No «<MUHOPHOMY» IPUMPOYUMapHomy anmueenry. Poccuiickuii scypran demckoii eemamonoeuu u OHKO-
noeuu 2019;6(3):77—82.

Clinical case of hemolytic disease of the newborn with incompatibility of the blood of the mother and fetus
in the “minor” erythrocyte antigen

E.L. Krivosheina', T.S. Mikhailova®

"Tver State Medical University, Ministry of Health of Russia; 4 Sovetskaya St., Tver, 170100, Russia;
2Children’s Regional Clinical Hospital; 23 Stepan Rasin Embankment, Tver, 170100, Russia

Presented a clinical observation of hemolytic disease of the newborn as a result of fetus immunization with low-frequency erythrocyte antigen
(Lutheran). The special aspect of the case is the presence of hyperleukocytosis with evident regenerative shift of neutrophils to the left to
singular blastic variants, thrombocytopenia, high reticulocytosis (more than 1000 %o) and a great number of nucleated red blood cells
(normoblasts) in the newborn’s hemogram. In myelogram a sharp expansion of erythroid sprout (90 %) and signs of dizerythropoiesis were
determinded. Typical clinical signs and isoserological incompatibility of mother and fetus in erythrocyte antigen provided basis for early
diagnostics and adequate treatment of hemolytic disease of the newborn.
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BBenenne

ITemonmuTuyeckas 6ose3Hb HoBopoxaeHHBIX (IBH) —
9TO TIpeHaTajJbHOE 3a00JieBaHMWE, KOTOPOE BBI3BIBACTCS
M30MMMYHU3aIKNei B pe3ybTaTe HECOBMECTUMOCTH KpPO-
BU MaTepd U Iiona. B opraHusMe marepu IPOUCXOIUT
00pa3oBaHNe M30aHTUTE], HAMPABJICHHBIX MIPOTUB BPH-
TPOLIUTOB peOCHKA U BBI3BIBAIOIIUX UX reMoun3. M3Bect-
HO 236 aHTUTE€HOB 3PUTPOLIMTOB, KOTOPbIe OOHAPYKEHBI
B 29 TeHeTMYEeCKU HEe3aBUCHMBIX cUcTeMaX. B momasisi-
foIIIeM OOJIBIIIMHCTBE CIIydyaeB IeMOJUTHIEeCKas: 00JIe3Hb
mwioga (I'BIT)/TBH BeI3bIBacTCa CceHCHMOMIM3AIMCH
MaTepy aHTUTeHaMu cucTeMbl pe3yc 1 ABO. 3HauuTeabHO
peke OHa BOZHMKAET IPU HECOBMECTUMOCTH KPOBM MaTe-
pu U 1UI0Ja MO APYruM aHTureHam. Haubosnbiliee 3Ha-
YeHME MMeeT TeH [, TTIOCKOJIBbKY OH SIBJISICTCS OCHOBHOM
MPUYNHON KOH(PIMKTA MEXKIY MaTePbIO U TIJI0IOM. AHTU-
rennl Kell, Duffi, Kidd n ap. Takxke crmocoOHBI BBI3BaTh
I'bI1/TBbH, oHM BHI3BIBAIOT UMMYHU3AIIMIO B PE3yJIbTaTe
MepearBaHMSI KPOBU KEHIIIMHE B pa3HbIC TIEPUOIBI K13~
HU WM aHTUTENIa MOTYT OOpa3oBBIBATHCS IIPU TpaHC-
IUTalleHTapHBIX TpaHCY3UIX OT 1ioaa K Matepu. [locie
BHeApeHUs aHTU-D-npo¢huIakTUKKM YBEIUIWIACH POJIb
penkux aHTureHoB (cuctembl Kemn—Yemnano, Jdabodn,
Kunn, MNSs, Jliorepan, JleBuc u np.; cucrema pesyc:
E, C, c¢). [1pu 3TOM oniepaTuBHBIC BMEIIIATEIbCTBA B POIAaX
HAMHOTO YBEJIMYMBAIOT TpPAHCIUIAIICHTAPHBIA Iepexomn
SPUTPOLIMTOB TI0JA B KpoBb Matepu [1]. TlepBas Gepe-
MEHHOCTh OOBIYHO MPOTeKaeT 0e3 KIMHUYECKUX MPU3Ha-
KOB KOH(puKTa [2].

HecoBMmecTMOCTh MaTepu M IIIOAa MOXKET OBITH
BbI3BaHA MPAKTUIECKH JTIOOBIM aHTUTEHOM 3PUTPOIIMTOB.
Ecnu MaTh 1 HOBOPOXKICHHBIN UMEIOT OMMHAKOBYIO TPYII-
moBy1o 1 pe3yc (D)-npruHamiekHOCTh (TTPY KIIMHUYECKMX
npu3Hakax ['BH) — BeposTHa HeCOBMECTUMOCTH IO
IpyruM aHTUTeHaMm cucteMbl pesyc (C, ¢, E, e), a Takxke
mo anTureHaMm cucteM Kenn, ladbdu u apyrum peakum
aHtureHaMm. Ilo Mepe CHMXXEHHS 4YacTOTbl aHTU-D-
MMMYHU3ALWU YISTbHBIM BeC TaKMX CIydacB BO3pacTaeT.
AHTHUTEIA K «MUHOPHBIM» aHTUT€HAM 3PUTPOLIMTOB Yallle
00pas3yTCsl y JUIL C Pe3yCc-TIOJOXKUTEIbHON KpPOBBIO.
CrnenoBaresbHO, TIpoOJeMa CBOEBPEMEHHON IUarHo-
CTUKHM MMMYHHOTO KOH(JIMKTa, 0OYCIOBJIEHHOIO HECO-
BMECTMMOCTBIO MaTepH M IUIOAA MO «MUHOPHBIM» 3pH-
TPOLIMTApPHBIM aHTUTeHaM (Bce, KpoMe A U B cuctemMbl
ABO, a Takxke Rh0 (D) pe3yc cucteMbl), COXpaHseT CBOIO
aKTyanbHOCTD [2, 3].

Onucanue coryyas

Hoeopocoennsuii E., 6 nepevie cymku scusHu nepegeder
u3 poodoma 6 Jlemckyro 064acCmHYyH0 KAUHUHECKYIO O00AbHULY
({IOKD) 2. Taepu, ede naxoduacs Ha CMAUUOHAPHOM Ae4eHUU

41 koiiko-denv ¢ duaenozom: I'BH no pedxum gpaxkmopam
(Lutheran), wceamywnas gopma, msyxceaas. Xonecma-
muueckuil cuHdpom. Bpoicdenubiii nopok cepoya (604e3Hb
Tonouunosa—Poxce). DyHKyuoHupyouee 08aabHoe OKHO.
Ocmpblil cpedHuii omum caeéa.

Pebenok om 3-ii bepemenHocmu Ha pore anemuu U KAHOU -
damuko3a, naanogoe Kecapego ceuerue (1-s bepemerHocms —
onepamusHvle poobl, pebeHoK 300p08; 2-1 — CAMONPOU3-
601bHbLI bikudbll). Macca meaa npu poxcdenuu 2890 e,
ouenka no wikane Aneap 8/8 6annos. baeonocms Koxucu, yme-
PeHHOoe 3eieH08amoe NPOKPauuanie nynosunsl. Baxyunu-
poear npomue cenamuma B. buaupy6un nynogunnoi kposu —
130 mrmonv/n (npamoit — 42,5), eemoerooun — 75 e/a,
eemamokpum — 0,26 a/a. Ilposodurace omomepanus.
Yepez 4 u uxmepuunocms u 64€0HOCMb YCUAUAUCH, NOABU-
AUCL eOUHUYHble nemexuu Ha meae U KoHeyHocmsx. Tpom-
ooyumot — 48 x 10°/n, pemuxynsoyumoz — 920 %o. Cocmo-
sAHUe msicenoe, MblUeUHAs 2UNOMOHUs, eunopeghrexcus,
eenamocnieHome2anus, no4acogoll npupocm OuaupyouHa
7 mkmons/n, npusnaku I'bBH, ¢ smum duaenoszom docmasnen
6 JIOKb (uepe3 19 u nocae poxcoenus). XXeamyxa unmen-
cusnas, o0biwka 6 nokoe 78/mun, Sat O,— 98 %, wacmoma
cepoeyHbix cokpawerui — 150/mun.

Ipynna kposu pebenxa — O(I) Rh (noasoxcumenvuas).
Ipynna kposu mamepu — A(1l) Rh (noaoxcumenvras).

Ilo OanHbiM yaempa3eyk06020 uccredo8anus neueHs —
69 MM, napeHxuma NOGbIUEHHOU IX02eHHOCMU, HCeAHHbIL
HY3bIpb C ypoeHeM 836ecu, cmeHku ynaomuensl. Cene3enka —
52 x 23 mm. Iuenoskmaszusn caesa: noxanka D — 6 mm,
S — 13 mm (6 ounamuke: D — 5,6 mm, S — 8 mm). Anasus
Mouu u Kaaa 6ez namono2uu.

Penmeenoepaghus  epyodHoil  knemku —  04ae08bIX
U UHDUALMPAMUBHBIX U3MeHeHUl Hem. DxoKapouoepagus —
deghekm 6 MblUIeYHOI 4aACMU MecHCeny00UK0B80ll nepezo-
POOKU, hYyHKUYUOHUPYIOULee 08ANbHOE OKHO.

Heesponoe — nepunamanvhoe nopasicenue yenmpanbHoi
HepeHoll cucmembl 11 cmenenu. Heiipoconoepaghus: npasolii
bokoeoll xcenydouex — 3,2 mm, Il xceaydouex — 5 mm.
Cocyducmoe cnaemenue caeéa depopmuposaro. Okyaucm —
Jucku 3pUmenbHblX Hep8o8 6 HOpMe, apmepuu CyJiceHbl;
8 JuHamuke enazHoe 0Ho 6e3 namonoeuu. Cypdosoe — cayx
COXPAHHDbLIL.

Ocmomp eemamonoea — cocmosiHue msdicenoe, NapeH-
XUMAMO3Hble 0peanbl YeeauyeHbsl: neuenb +4 cm, ceaesenka
+2 cm u3-nod pebeproeo Kpas, cCUCMOAUECKUL WyM 8001b
16020 Kpas epyounsl. Ybuiae maccel meaa 3a nepgvie Cym-
ku — 180 e. Tuneppeeenepamoprnas anemusi: eemMo2n00uH —
73 e/n (pemukysoyumor — 1050 %o, HOpmobaracmo3 —
953—432/100 reiikoyumos), spumpoyumot — 2,34 x 10"/,
mpomboyumor — 82 x 10°/a, nelimpoguavhblii eunepaeiko-
yumos — 197 10°/a co cdgueom 61e60: 6aracmuovle Kaemxu —
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2 %, npomuenoyumot — 1 %, muenoyumot — 2 %, memamue-
aoyumol — 1 %, narouxosdeproie Hetimpopurvt — 43 %, cee-
menmosdepuvie — 47 %, aumdpouyumot — 3 %, MoHouumvL —
1 %. Ceepmwigaemocms no Cyxapegy — 2/3". Jlaumens-
Hocmb Kposomeuenus no Hyke — 45". Obwuii 6usupyoun
colgopomiu — 351,0 mxmons/a (npamoii — 78,0, nenpsamoii —
273,0), ce0b00mubLil cemoenobun — 0,2 2/, benok col6OpomKu —
56,2 e/n, mouesuna — 5,8 mmonv/a. Huypez docmamouHoiil.
Sakxaruenue: Heavss uckaruums I'BH no pedkum 3pumpo-
YumapHsiM aumueeHam. B cessu ¢ aetikeMouoHoil KapmuHoii
KposU NOKA3GHO UCCcAed08aHue Mmuenoepammol. Pexomen-
dauyuu: onepayus 3amerHozo nepeaugarusi kposu (O3IIK)
€ UHOUBUAY ANbHBIM NOOOOPOM OOHOPA, UHQYIUOHHAS MePanus
8 obseme 300—350 ma/cym, eenapun pasHomMepHoi uHpy3uell
u3 pacuema 100 Ell/ke/cym. Bumamun E — 10 me/xe/cym.

O3IIK npogedena 6 deHb nocmynieHus: 3pumpoyumHuas
macca O(1) Rh(—) ¢ undusudyanrvroim nodbopom — 350 ma
u C3II O() — 170 ma. Ilpoussedena KOCMHOMO3208d5
NYHKUUS: Npenapamol nyHKmama xocmuoeo mosea (KM)
KaemoyHole (muenokapuoyumer — 99 000 6 1 mkn), meeaka-
puoyumol edunuuHvle ¢ npenapamax (6,5 ¢ 1 mxa). B 21 %
ecmpeyaromcesi 08yxes0epHvle HOPMOOAACMbl € YPOOAUBOLL
gopmoii a0pa, ¢ MmexncsA0epHLIMU MOCMUKAMU, KAeMKU
MUMO3a KpAcHoeo pocmka. AHU30UUMO3 U ROAUXPOMA3USL
sovipadcentvie. Teavya Koaau. Makpouyumos. bBaacmHoil
memanaasuuvem (6aacmuoie kaemku — 0,5 %, mueasoyumol —
1,25 %, memamuenouumot — 0,5 %, narouxosdepHvie —
4,0 %, ceemenmosdepuvie — 2,5 %; s03unoguavt — 1,0 %,
aumpoyumot — 0,25 %), kaemku KpacHo2o pocmka cocmag-
asrom 90 % (spumpobnacmoer — 0,25 %, nHopmobnacmol:
oazogunvhvie — 1,0 %, noauxpomamoghunvrvie — 86,75 %,
opmoxpomuvie — 2,0 %). Jleiikoapumpobracmuueckoe
omuowenue 1:9,7 (puc. 1).

K seuenuro dobasnena ¢poauesas xucaoma 1 me/cym,
npoooadceHa UHPY3UOHHAS Mepanus ¢ YMeHbUleHUeM ee
obsema no Mepe NepPoOPAAbHOO NOAYYEHUS HeoOX00UuMoil
acudxocmu u danvHeliuieli OMMEHOL.

Denomun pedenxa: O(Doff Rh(+) (D+ C— c+ E+ e+
Kell— Lu+), memodom aceatomunayuu 8 2ene 8 cobl8opomke
pebenka obHapyyceHvl anmumena aumu-JIromepan. llpamas
npoba Kymbca — noaoycumensras.

a 0

Ha 5-e cymku jcusznu nevens nayuenma yseautunacs 00
+5 cm, cenesenxa +2 cm Hudice pebepHoeo Kpas, NOABUAOCH
UHMEHCUBHOe OKPAWUBAHUE MOYU, NPU UCCAeO08AHUU 8 Hell
00HAPYICeHb JcenUHble NUSMEHMbL, YPOBEHb NPAMO0 OUAU-
pybuna ceigopomiu docmue 219 mkmonv/a, umo xapakmep-
HO Ons1 cuHOpoma ceyueHus yceayu (puc. 2).

Puc. 2. llokazamenu obwe2o buaupybuna u e2o ppakyuii 8 Kposu nayuenma
0o u nocae O311K

Fig. 2. Indicators of total bilirubin and its fractions in the patient’s blood
before and after the operation of replaceable blood transfusion

Cpedu Opyeux uccaedo8aHHbIX OUOXUMUYECKUX NOKA3d-
meneii cbleOPOMKU OMMEUANUCH HESHAHUUMENbHOE CHUNCEHUE
Oenxka npu MAaKcUMAAbHOU eunepounupyoOuHemuy u noebl-
wenue c60000H020 2eM02100UHA 0 WECMbIX CYMOK JCU3HLL,
a makice UsMeHeHuUs 8 INeKMPOSUMHOM 00MeHe (UnoKau-
eMusl U eunokatvyuemus). Yposeno mpancamunaz oe3 cyuje-
CMBEHHBIX OMKAOHEHULI OM HOPMbL, COOEpPICaHUe 2AHKO3bl,
XonecmepuHa u azomucmolii 0oMeH be3z namonoeuu (maoa. 1).

B peszyavmame nocmenenHoeo CHUMCEHUs eeM02100UHA
Ha 3-ii Hedene Jcu3HU y pebeHKA pa3eunact neekas Hop-
MOXPOMHASL GHEMUSl, PEMUKYAOYUMO3 3HAUUMENbHO YMEeHb-
WuAcs K 4-my OHio JcusHu, Ho nocae omuma docmuean 96 %o
(maba. 2). Tpomboyumonenus 603MoXdCcHA npu Hauboee
msxcenotl (omeunoit) oopme I'BH [4], 6 onucvieaemom cayuae
Yy pebeHKa Obiaa msiceaas JHceamyuHtas opma 3a001e6anus,
umo He uckaruaem mpomooyumoneruro [5]. Munumanvhoie
BHAYEHUs YUCAa MPOMOOYUMO8 ONpPedetsnuch 0OHOBPEMEH-

6

Puc. 1. Mukpogomoepapuu maskos acnupamoe KM 6oavroco E., emopeie cymxku scusnu. Oxpacka no Tumze, x 900: a — 6 yenmpe kaemka mumosa
KPAcHoeo pocmka, gvlide — 08YXs0epHblil HOpMOOAACM, HUdce — mpexssa0epHblil Hopmobaacm; 6 — I3pumpouoHas Kaemka Mumosa cieea, Hopmoonracm
¢ ypooausoli popmoii adpa cnpasa, meavya XKoanu é spumpoyumax; 6 — creea 2 HOpMoOAACMA ¢ MeNHCBAOEPHBIM MOCUKOM

Fig. 1. Micrographs of smears of bone marrow aspirates of the patient E., the second day of life. Coloring according to Giemsa, x 900: a — in the center of the
cell of mitosis of the red sprout, above — a dual-core normoblast, below — a trinuclear normoblast; 6 — erythroid cell of mitosis on the left, normoblast with the
malformed form of the nucleus on the right, Jolly’s calf in erythrocytes; ¢ — on the left 2 normoblasts with an internuclear bridge
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Tabmuma 1. Pezyavmamer 6uoxumueckux anaiu3os Kpogu nayueHma
Table 1. Results of biochemical blood tests of the patient

[moko3a, MMOoJTb/JT _ _ _
Glucose, mmol/l S S U el 41 0

AcrmapraTaMuHOTpaHchepasa,
MMOJTb/JT — 0,87 - 0,36 — - 0,67 0,98 0,84
Aspartate aminotransferase, mmol/|

AnaHnHamuHOTpaHchepasa,

MMOJIb/JT — 0,82 — 0,58 — - 0,68 1,9 2,09
Alanine aminotransferase, mmol/|

benok, r/n
Protein, g/ 56,2 51,8 45,4 43,3 52,0 = 61,1 55,2 52,4

CBOOOIHBIN FEMOTJIOOWH, T/JT

I cases

Clinica

Free hemoglobin, g/I 0,170 0,200 - - 0,173 - 0,050 0,020 =
Kanuii, MMob/1T
Potassium, mmol/| 3.4 3,6 3.8 4,0 49 - - - -
Harpwii, MMoJb/1T
\So sz ol 144.,0 141,0 140,0 132,0 142,0 — — - —
Ca'", MMoJb/1
Ca**. mmol/l 1,03 0,97 0,98 0,96 1,0 Xomnecre- = = =
puH — 3,4
G T, T Ty 1040 1060 1040 1000 105,0 ol - - -
Chlorides, mmol/l ’ ’ ’ ’ 2 ’
MoueBuHa, MMOJTb/TT 58 4.1 4 58 Ilenouynast _ _ Ilenouynast
Urea, mmol/| > > > > docdaraza — docdaraza —
15,4 11,1
MKKart/JI MKKart/JI

KpeaTHUH, MKMOJTb/JT Alkaline Alkaline
Creatinine, mol/l 82,0 - 65,0 69,0 phosphatase — - - phosphatase —

15,4 ukat/L 11,1 pkat/L

|
Ilpumenanue. Ananuzel kposu na HBs-anmueen u anmumena HCV — ompuyamenshoe.

Note. Blood tests for HBs antigen and HCV antibodies are negative.

HO ¢ MAKCUMANAbHLIM HapyuieHuem OuiupyouHogoeo oomeHa
U CONPOBONCOANUCH BbIPAJICEHHOU 303uHoPuaueil. Haruyue
2UNepAeKOUUmo3a y nauuenma moxcem O0bimb 0083CHEHO
co0pyscecmeeHHol peaKyueil epaHya0yumon0I3a npu pesKo
BBIPAICEHHOM 2eMOauU3e, 0 HeM ceudemenbcmeyem HeobbI4HO
8bICOKOE HUCAO PEMUKYI0UUMO08 8 Nnepugepuueckoil Kposu
(001050 %0) u Hopmobaacmos (0o 953/100 aeiikoyumos).
He uckaroueno maksice ausnue UNOKCUU NPU MSANCENOL
aHemuu K MoMeHmy podxcoenusi pebeHKa, cnocobcmeosaguiei
6b1x00y cospesarouux gopm eparyroyumos uz KM e nepu-
gepuueckyro Kpogs (Haruuue OaacmHbIX Gopm U npomueno-
YUmog 8 eemoepamme; Npu eunepaelukoyumose @ nepughe-
PUHecKoil Kpogu — KAeMO4HOCHb MUEA02PAMMbL 8 npeoesax
Hopmbl, Geablil pocmok Kposemeopenust 6 KM pesko cyocen:
Aetikoapumpobnacmuyeckoe omuouerue 1:9,7).

K xonuy 1-ii Hedeau pegprexcol: xeamamenvholii, Babun-
CK020, 3aujUumbl — JcUgble, 0CMANbHble yeHemeHbl. B 3 nede-
AU JICUBHU NepeHec OCMmpblil CPeOHUll Henep@opamueHblil
CHOUHBILI omum caeea, Hasodxcen napauenmes. Iloayuan
anmubaKkmepuansuyo  mepanuio  (popmym, aMUKAUUH,
ueghazonun), ouonpenapamot, gepmenmot, pUGOKCUH, 1b-
Kap, CepHOKUCAYI0 MA2He3U) GHYMPb U NPoHUe CUMNMOMA-
muyeckue cpedcmaa.

ITlocmenenno ukmepuuHocms U pasmepvl NAPEHXUMAMO-
3HBIX OP2AHO8 YMEHbULUAUCH, neveHb +2 cM u3 nodpebdepws,
peghaeKkcol 60CCMAHOBUAUCH, NCUXOMOMOPHOE pazgumue no
8o3pacmy, macca meaa npu evinucke — 3652,0 e (+762 e),
OKpYdcHOCMb 201086l — 37,0 cm. AHaau3 Kpogu npu evinicke:
eemoenooun — 100 2/n, sapumpovumor — 3,29 x 10"/n, pemu-
Kyaouumot — 96 %o, nopmobnacmor — 3/100 netikoyumos,
anuzouumos; mpomoouumor — 247 x 10°/a, neiixoyumor —
14,1 x 10°/a; neiimpogpuavi: nasouxosdeprvie — 5 %, ceemen-
mosdepuvie — 25 %; s03unoguavt — 10 %, aumgpoyumor —
54 %, monouyumot — 6 %, CKOpocmb 0CeOaHUA IPUMPOULUINOE —
5 mm/u. Bunupybun coieopomxu — 51 mkmonwv/a (npsamoii —
35,0), anranunamunompauncgpepaza — 2,09 mmonv/n (Hop-
ma do 1,8), acnapmamamunomparcgepasa u caxap Kposu
6 npedenax Hopmol. Heilpoconoepagus — pasmepol ceny-
004K08 U MENCNONYULAPHOU WeAU HOPMAAUZ08ANUCD, COCYOU-
cmole cnaemetUsl cAeda HeCKOAbKO 0eq)opMUPOBAHbL.

Pexomendosan npuem meméparocmaduiu3amopos 6 meue-
Hue mecsaya, ypcoghanek (cycnensus) no 1.ma eevepom 6 meuenue
2 mec. Konmpons KAUHUYECK020 U OUOXUMUHECKO20 AHAAU308
Kpo8U U MO4U Yepe3 Mecsiy; HabaiooeHue neduampa, Heepoaoead,
yponoea, eemamonoea. B 6ozpacme 1 coda ¢usuueckoe u ncu-
XOMOMOPHOe pazsumue pedeHKa 6e3 OMKAOHEHUTI OM HOPMbL.
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Ta6mma 2. Pe3yﬂbmamb1 KAUHUYeCKUX aHaau306 Kposu nayuenma 6 dunamuke

Table 2. Results of clinical blood tests of the patient in the dynamics

DputpoumTsl, x 102/
Red blood cells x 107/I 2,3 3.3 3,1

Temorno6uH, r/i
Hemoglobin, g/! 73 100 170

Tematokpur, /71

Hematocrit, l/] 0,26 0,30 0,51
Pertukynouutsl, %o
Reticulocyte, %o 1050 718 128
TpomGoruTer, x 10°/11 82 _ 31
Platelets, x 10°/a
Jleiikorurer, x 10°/11
White blood cells, < 10°/a 197 - 133
bnactHble KieTkn D) _ 1
Blast cells
TTPOMUEJTOIIUTHI 1 _ 1
promyelocytes
MUEJIOLUTHL
myelocytes 2 - 12
Ipanyino-
unthl, % MEeTaMUETOLMUTHI 1 _ 2
Granulo- metamyelocytes
cytes, %
MAIOYKOSIIEPHBIE .
stab 43 33
CErMEHTOSIIEPHbIE .
segmented 47 40
Dosunobuisl, % _ _ 3
Eosinophils, %
Jnmdouutsl, % 3 _ 4
Lymphocytes, %
Mownouurtsl, % 1 _ 4
Monocytes, %
Hopwmo6macter/100 eiikomToB 953 432 650

Normoblasts/ 100 leukocytes

AHM30LMTO3, MAKPOIIMTO3, TIOIMXPOMa3Nsl BbIpakeHbI, Tesbla XKoum
Anisocytosis, macrocytosis, polychromasia are pronounced, Jolly bodies

: , 9 s , s ’

162 140 150 151 119 102 100
LBETHOM
rmokasa-
048 042 045 _ =09 g4 0,9
color
indicator —
0.9
84 — — — 52 38 96
20 20 28 276 229 221 247
61,7 20,9 30,1 17,9 13,0 13,2 14,1
1 _ _ _ _ _ _
7 4 1 4 4 1 —
2 1,5 1 2 1 — —
38 37,5 19 27 17 9 5
30 24 27 28 20 46 25
14 16 14 2 7 7 10
6 12 28 27 37 26 54
2 5 10 10 12 10 6
396 22 6 2 — — 3

AHM301IUTO3, MOJUXPOMATODUITHS
Anisocytosis, polychromatophilia

Oo0cyxaeHue

OcymectBisiemass mnpu  [BII/TBH  nectpykuus
AHTUIPUTPOLIUTAPHBIMU aHTUTEIaMU (DETaJbHBIX 3PU-
TPOLIUTOB B CE€JI€3€HKE IIPUBOIUT K aHEMUU C IPUTPO-
07acTo30M. AHTUTENIa LMPKYJIUPYIOT B KPOBU pebOeHKa
Oosee Mecslia Iocje POXIESHUs, 00YCIOBIUBAs TEMOJIN3
KaK COOCTBEHHBIX, TaK U MEPEIUTHIX JOHOPCKUX IPUTPO-
LIMTOB, U TOBPEXIAIOT MPEAILIECTBEHHUKOB 3PUTPOLIM-
toB B KM. Ilpu uccrenoBanum Bausuust I'BIT/TBH nHa

coctosiHe KM 1 uzyyeHun Mopojiorun HelTpopuiion
KPOBHU BBISIBJICH PEreHepaTUBHBIM CABUT BJIEBO y HOBO-
POXIEHHBIX C TsKeIbIMU (hopMaMu 3abojeBanus. [Ipu
TSIKEJION JKEJITYIITHOM U OTeYHO! (hopMax OTMEUaaoch He
TOJIbKO YBEJIMUYEHUE KOJIMUECTBA MOJIOIBIX HEUTPODUIOB
(TaJIoUKOSIIEPHBIX M IOHBIX), HO U TIOSIBIIEHHME MUEJIO-
LIUTOB Y MPOMMENIOLIMTOB B pe3yJibTaTe pa3apakaloliero
BIMSHUS TUTTOKCUY Ha OeJIblil pOCTOK KPOBU, OCOOEHHO
B IIepBbIe JHM XU3HU. Hanuuue ssnepHBIX (pOpM 3pUTPO-
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LIUTOB (SPUTPOOJIACTOB UM HOPMOOJIACTOB) CBUACTEIb-
CTBOBAJI0O O KOMIIEHCATOPHOM YCWJIEHUU 3PUTPOI0I3a
B IIEPUOJ BHYTPUYTPOOHOM XXU3HU U Y HOBOPOXKICHHbBIX
C TEMOJIMTUYECKOi1 0OJIE3HBIO B OTBET HA aHEMUIO 3a CYET
MOBBILICHUS AesiTelbHOCTY KM 1M o4aroB akcTpamemyJi-
JISPHOTO KPOBETBOPEHUS [6].

OcobeHHocThIO TipenacTaBieHHoro ciaydyas 'BH saBns-
€TCsl TMIIEPJICIKOIIMTO3 B TeMOIpaMMe C JIEBBIM CIBUIOM
dopMyIBl HEUTPODUIOB MO €AMHWYIHBIX OJIACTHBIX KIIe-
TOK, peTUKyJIoluTo3 10 920—1050 %0 1 HOpMOOIIACTO3 10
953/100 neiikouToB. B Muenorpamme mpu 3ToM onpeaesi-
JIMCh HOPMAJIbHOE COIEP>KaHUE MUEJIOKAPUOLIUTOB U OJ1aCT-
HBIX KJIETOK, pe3Koe paciirpeHue KpacHoro poctka (90 %)
U TIPU3HAKK AU3IPUTPOII033a, YTO COMIACYETCS C Pe3yJIbIa-
tamu uccienoBanus A.I. KonorsaHaukosa (2008).

ITo manueiM M.A. Ilamkosoit (2002), anTtu-Jloote-
paH aHTHUTeJIa ObUTM OOHapyxKeHbI v 3,2 % GepeMeHHBIX
C HaJIM4YMeM pPeIKUX aHTUTeHOB 3puTpouuToB, Ho 'BH
Yy HOBOPOXKJIEHHBIX He pa3Buiach [7]. AHTureH Jliorepan
(Lu) BniepBbIe MOSIB/ISIETCS HA CTAAUKU OPTOXPOMHBIX PH-
TpobnactoB. [pynmna Lu npencrabiaeHa 2 antureHamu (Lu?
u Lu®), npoucxomsuimMu U3 OJZHOro reHa. Bo3moxkHO,
MO3IHSS dKcrpeccust Lu uMeeT 3HauyeHue B apdeKkTHB-
HOM JBMXXEHWU SPUTPOMIHBIX MPEAIIECTBEHHUKOB M3
KM B sHporenuaabHble CUHYChl. AHTUTEHBI TpynIibl Lu
COBMECTHO C JIDyTUMU X€MOKMHAMU y4YacTBYIOT B TO3[-
HUX CTaausax aputponoasa B KM 1 Murpauuu sapuTpou/-
HBIX TIPEIIIeCTBEHHUKOB B nepudepudecKyio KpoBb [8].
He wuckimodeHa cBsI3b Pe3KOro paclIMPeHUs] KPACHOIO
POCTKa KPOBETBOPEHHUSI 1 BbIXO/a OOJIBLIOTO KOJIMYECTBa
PETUKYJIOLIUTOB M HOPMOOJIACTOB B MepucepruIecKylo

KPOBb C HaJIWYMEM «MHUHOPHOTO» aHTMIeHa Lu y marmu-
eHTa. YIpaBjieHue TeHepalueil antureHa Lu mpoucxonur
u3 19-i1 xpoMocoMsbl [9]. Dkcnpeccuss HEKOTOPBIX aHTHU-
T€HOB KPOBH Ha 3pUTPOLIMTAX IUIoaa (BKIouas Lu) oueHb
HU3Kasl, MO3TOMY IeMOJIM3 He WHayuupyercs. Jpyroi
npuunHoii otcyrcTBUsl 'BH B HEKOTOPBIX CIydassx MOXeET
ObITh HaJWuYMe Ha KJIeTKaxX IUIalleHThl aHTureHa Lu,
MPEISITCTBYIOIIET0 MPOHUKHOBEHUIO aHTUTEN K IUIOAY.
ITo muenuto M. de Haas et al. (2015), u3-3a oueHb HU3-
KOI1 KcIpeccuu aHTureHa Lu Ha KjieTKax Iioja y aHTu-
TeH-TIO3UTUBHBIX JeTeii HeT pucka pa3sutus 'bH [10]. Ho
€CJIM aHTUTEIa OTHOCSTCS K MMMYHOIJIOOYJIMHAM KJlacca
G (moxgknaccam G, G,, G,), oHM GeCTIPENIATCTBEHHO PO~
HUKAIOT yepe3 IUIALIeHTY, UX KOHIICHTpallUsl BO3pacTaeT
M YBEJMYMBAETCS BEPOSITHOCTb Pa3BUTHSI KJIMHUYECKUX
nposiBieHuii remonusa [11]. O MOTeHLMaTbHOM pHCKE
I'BH npu Hanuyum ango-aHTUTEN K PeIKUM aHTUTeHaM,
B TOM 4mclie K aHTureHy Lu, coobmaror S. Basu et al. [12].
[To-BuauMOMY, HeJIb3s1 UCKIIOYUTh BO3MOXHOCTb KJIMHM-
yeckux npossiaeHuii 'BH nmpu HecoBMecTUMOCTH KPOBU
MaTepu U IUIoAa MO «MUHOPHOMY» 3PUTPOLIMTAPHOMY
anTureny Lu.

3akiroyenne

O0cnenoBaHne OepeMEHHBIX XKEHIIMH Ha BbISIBIICHUE
aHTUTE] HE3aBUCHMO OT MX pPe3yC-IPUHAIICXKHOCTH
SIBJISIETCSI HEOOXOAMMBIM YCJIIOBMEM IS CBOEBPEMEHHOM
JIUArHOCTUKKM UMMYHU3ALUU [10 3PUTPOLIUTAPHBIM aHTH -
reHaM, olleHKHU pucka Bo3HuKHOBeHUst [BH u cBoespe-
MEHHOTO aZicKBaTHOTO JIeYeHUs JaHHOM MmaToyoruu [2—4,
7,11, 12].
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Ysaxcaemoie konnezu!

Batom HOMepe XYpHara Mbl NPOJ0NIXKaeM ny6m/|Kaumo LMKna cTatei o pa60Te CLUTOCTATKaMI.

I'Ipep,naralo BallleMy BHUMAHWKO pa3fen Ha Temy «TexH1Ka pa3BeAeHna 1 NpUMeHeHnA
NPOTBOONYXONEBbIX UK VIMMyHOﬁVIOﬂOFWlE(KVIX npenapaToB».

0.B. MumeHoea,
21aeHas MeduyuHcKkas cecmpa
HMUL JIon um. mumpusa Pozayesa

https://doi.org/10.21682/2311-1267-2019-6-3-83-84
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TexHuka pa3sefjeHusa U npuUMeHeHua NpomMuBOONYX0NEeBbIX
unu UMMyHobuonoruyeckux npenapamos

J.B. JIureunos, H.B. Msxkosa, 0.A. [lIndpun, O.B. ITumenosa
OI'BY «<HMHUI] JITOH um. Jimumpus Poeauesa» Munsopasa Poccuu; Poccus, 117997, Mockea, ya. Camopsr Mawena, 1

Konmaxmmuote dannvie: Onvea Bradumuposna [lumenosa olga.pimenova @fccho-moscow.ru

Technique for the cultivation and use of antineoplastic or immunobiological preparations

D.V. Litvinov, N.V. Myakova, Yu.A. Shifrin, O.V. Pimenova

Dmitry Rogachev National Medical Research Center of Pediatric Hematology, Oncology and Immunology, Ministry of Health of Russia;
1 Samory Mashela St., Moscow, 117997, Russia

CeromHs peyb MOMIET O TEXHUKE pa3BeNeHUS U TIPU-
MEHEHMUSI TPOTUBOOITYXOJIEBBIX U UMMYHOOUOJIOTUYECKUX
Mpernaparos.

Bce marepuanibl mpeacTaBieHbl C ONMMMCAHMEM 1IAroB,
NEUCTBUMA U OTBETCTBEHHbBIX 32 HUX COTPYIHUKOB.

AKny Baim BOmpockl, KOMMEHTaApUU, TPEITOXKEHUS,
noxeJlaHUsI, TeMbI 1JIs1 OyayIIero o0CyXKaeHUsI.

Texnuka pasBeneHHs U MPUMEHEHUSI MPOTHBOOITYXOJIe-
BbIX HJI HMMYHOOHOJIOTHYECKHX MPenapaToB

1. TlpuroroBneHue WHGY3UOHHBIX PACTBOPOB IIPO-
TUBOOITYXOJIEBBIX Y UMMYHOOMOJOTUUECKMX ITPeIiapaToB
MMPOU3BOJAUTCS Ha TIpeIHA3HAYCHHON IIJIST TOrO CBOOOI-
HO¥ paboueil TOBEpXHOCTH BBITSKHOTO 1IKada, KOTOpyIo
MpeaBapUTEIbHO TPOTUPAIOT AC3UMH(MUIIMPYIOIMINM pac-
TBOPOM (CM. COOTBETCTBYIOIIYIO MHCTPYKIIMIo «[IpaBuia
paboTHI B IAMUHAPHOM ITKady»).

2. Ilepen pa3BeneHMEM JieUallnii/aeXKypHBIi Bpay ele
pa3 koHtposupyer ®MO mauueHTa, TeparneBTUYECKYIO
(1eyeOHyI0) 103y, TIEPECUNTHIBASI €€ COTJIACHO TUIOIIAIN
IMOBEPXHOCTH TeJIa 1 103¢, HEOOXOAUMOI IO IIPOTOKOJTY.

3. [IpuroToBiaeHUE PACTBOPOB OCYIIECTBISIETCS MEIN-
LIUHCKUMM CEeCTpaMH IO CYTOYHBIM JIMCTAaM BpadycOHBIX
Ha3HAuYeHMUI, MOJYYEHHbIM OT JIeyallleTo Bpaya, B MpU-
CYTCTBHU JIeUalllero,/nexXypHoro Bpava.

4. Tlepen coopoM MH(QPY3MOHHBIX PACTBOPOB IPOTH-
BOOITYXOJICBBIX W HMMMYHOOMOJIOTMUYECKUX IperapaToB
HEo0X0aMMO TTPOBEPUTH Mo Tabnuile «Hamiexaiee pas-
BEICHUE U MPUMEHEHUE TPOTUBOOITYXOJIEBBIX U UMMYHO-
OMOJIOTMYECKUX TTPEIapaToB» TpeOyeMblil paCTBOPUTEIb,
BOCCTaHOBMTEJIb, JaHHBIC IO CTAOMJIBHOCTH Iperapara,
HeoOXOAMMBIM pacXoIHbII MaTepual.

5. 3ateM, UCXOAsl U3 CYIISCTBYIOIIMX CTaHIAPTHBIX
KOHIEHTpALMi TIperapaToB, PacCUMTBHIBAETCS KOJM-
YecTBO IIperapara B MMIJUIMTpaMMax/TpaMMax, €ClIn
3TO HEOOXOAMMO, MPOU3BOAUTCS pacyeT KOJUYECTBa
(b1aKOHOB, TPEOYIOIIMXCS IJISI TPUTOTOBICHUS HYXKHOM
JIO3bI.

6. B HazHaueHHOE BpeMsl MEAMLIMHCKAS CECTpa IIpo-
LEAYPHOU WM JeXypHash MEIMIIMHCKas cecTpa OTIe-
JICHUsI B BBITSDKHOM IIKady, MCMOJb3YsT HEOOXOIUMBIN
pacXoaHBI MaTepurai, IIPUMEHSIEMBIN UISI IPUTOTOBJIE-
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HUSI LIUTOCTATUKOB, a TaKXKe CPEACTBa MHAMBUIYAIbHOM
3aIIUThl  (OMHOPA30BbIN xajaT/dapTyK, OTHOPA30BbIC
HUTPUJIOBbIE IIepYaTKM, CTEPWJIbHbIC MepYaTKd [JIst
IPUTOTOBJICHUSI PACTBOPOB JUIsl JIIOMOAIbHBIX ITYHKIIMIA,
MacKy, 3allIMTHbIE OUKM) TOTOBUT HEOOXOIMMBII PacTBOP
IIPOTUBOOITYX0JIEBOTO MM UMMYHOOMOJIOIMYECKOTO IIpe-
Mmaparta B IIPUCYTCTBUU JIeUalllero (IeXXypHOro) Bpaya.

7. Ha moaroroBneHHON MHGY3UU CIeAyeT yKa3aTh
HauMMEHOBaHUE Mperapara, 103y U KOJUYECTBO B MUJLIU-
JINTpax/TpamMMmax, haMuInio, UMsI IallMeHTa, JaTy, BpeMs
U croco0 BBeAeHMS (Ha Hpuile/diakoHe/makeTe).

8. Tlpn enuHOBpeMEeHHOM Habope mpemnapaTa s
2 1 OoJee TMALMEHTOB M3 MHOTOM030BOr0 (hjlaKoHa HYXK-
HO ucroiab3oBaTh MuHu-Cnailk Xemo V ¢ BO3AyIIHBIM
(buIBTPOM U KOJIIIAYKOM ISl 3allUTHI OT KOHTAMUHALIMY,
LIIIPULL ClIeAyeT MeHATh. Ha BCKPBITBIX MHOIOI030BbIX
(bmakoHax pa3BelieHHbBIX IIperapaToB CIIEAYeT yKa3bIBaTb

2019

JATy U BPEMsT BCKPBITHSI, OCTaTOK 103bl, DO MennimH-
CKOW CECTpBI.

9. Crenmyer co0mogaTh CTaOWJIBHOCTb pacTBOpa
¥ YCJIIOBUSI XpaHEHUsI BCKPBITBIX MHOTOIO30BBIX (h1aKo-
HOB, YKa3aHHbBIE ITPOU3BOIUTEICM.

10. Bo BpeMsI TpaHCTIOPTUPOBKHU MPOTHUBOOITYXOJIEBBIX
WIA UMMYHOOMOJIOTUYECKMX IIperapaToB U3 IPOLEIyp-
HOro KaOMHeTa B Tajary MalMeHTa B CBSI3U C MX TOKCHY-
HOCTBIO JIOJDKHBI OBITH MPEATIPUHSTE BCe HEOOXOTMMBIE
MephbI, YTOOBI CHU3UTD PUCK MTOBPEXIECHNS MH(DY3MOHHOTO
KOHTEMHEepa U MOCJIEAYIONIECH YTeUYKU paCTBOPa C IPOTUBO-
OITyXOJIEBBIM W UMMYHOOMOJIOTUIECKMM IIPErrapaToM.

11. MenuuuHcKasl cectpa, Jiedalliii Bpay/aexKypHbIi
Bpay JAeJIaloT 3allMCh B KypHaJie pa3BeleHUs] IPOTUBO-
OITyXOJIEBBIX WM MMMYHOOMOJIOTMYECKUX IMperapaToB
¥ B CYTOYHOM JIMCTE BpaueOHBIX HA3HAYCHUI ¢ yKa3aHU-
em ®UO u noamnucaMu.

Cratbs noctynuiia B peaakiyio: 27.08.2019. I[MpunsTa B mevats: 02.09.2019.
Article was received by the editorial staff: 27.08.2019. Accepted for publication: 02.09.2019.
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OT PEJAKLMH
0

Mbl npogom«kaem nybnukauuo B pybpuke «Te, KTO CunbHee Hac» pekomeHJaunii AnA JeTeil, U3NeyeHHbIX 0T 3M0KaueCTBeHHbIX
HOB00Opa30BaHNii (MepeBOAMMBIX COrMAacHO TaHAeMHomy JoroBopy ¢ WccnemoBatensckum rocnutanem (gatoro Wyabl (CLUA)
11 10 CnewnanbHoMY pa3peLLeHIno aBTopoB). B 3Tom Homepe peub noiiaeT 0 No3HINX IYPeKTax co CTOPOHbI KOCTHO-MbILLEYHOI CUCTEMbI.
Bemywaa pasgena mo nybnukauum faHHbIX pekomeHZaumii — rnasHblii Bpay HUW 40wl HMUL onkonorum um. H.H. Bnoxuxa
k.M.H. Ty3enb MapatoBHa My¢TaxoBa. JxcnepTamu BbICTYNaloT BeayLLe CNeLUanicTbl o KOHKPETHbIM HanpaBneHusM.

Hukonait AnaTonbeBuY bonbLakoB — pyKoBOAUTENDb XUPypriueckol optoneguyeckoii rpynnsi HMIAL
JrOU um. ImuTpus Porauesa. OcHOBHbIMU HanpaBneHNAMU ero paboTbl ABNAKTCA yAaneHue onyxoneil KocTeii
1 MATKMX TKaHell, PeKOHCTPYKTUBHO-NNACTUUECKMe ONepaLil Ha KOHEUHOCTAX 11 0CeBOM CKeneTe.

«H36ecmmuo, umo y demeil u NOOPOCMK08, NPOXOOUBUIUX AeHeHUe N0 NOBODY OHKOAOUYe-

CKUX UAU 2eMAMOA02UMECKUX 3a001e8aHUIl, KaK HA QYOHe AeUueHUst, MAaK U NOcAe e20 OKOHUAHUS

MO2Ym 803HUKAMb OCAONUCHEHUSL CO CIMOPOHbI KOCHHO-MbluleyHOU cucmembl. Basicho, umobet

nayuenm u e2o pooumenu ObLAU 00 IMOM 0CEEOOMAEHBL U NOAYHUAU OM AeHAWUX 8payell PeKo-

MeHOauuu, KOmopbvle NOMO2Ym NPo8ooUmb NPOPUAAKMUKY UAU NOOCKAXICYM MAKMUKY Aede-

Hus. Yacmo podumenu 60smes obpaujamucs 6 opyeue aeuedHbvle yupencoerus, Aubo Haobopom,

dpyeue neuebHble yupencoeHus: 60amces Opams Ha AeHeHue NAUUEeHMO08, NePeHeCUUX OHKOA02UYeCKoe UAU 2eMamonoeuye-

ckoe 3aboneganue. B smom 3axaouaemces o0Ha u3 easicneliuux npooiem, maxk Kak epems yxooum. /lannvle pekomenoa-
YUy nomo2ym 0emsm, Ux pooumensim, a maxice OOKmMopam Ay4uie NOHsIMb NPOOAEMY U NPUHAMb NPAGUAbHOE PelueHlUe».

Acnan 3enumxaHoBuY [l3amnaeB — 3aBedyloLlAli XUPYPruveckum OTLeNeHUem OmyXoneidl OmopHo-
aguratenbHoro annapara HMIAL| oxkonorum um. H.H. Broxuna. B 1986 r. okoHumn neguatpuyeckuii dakynbret
(eBepo-0ceTUHCKOr0 roCyAAPCTBEHHOMO MEAULIHCKOTO MHCTUTYTA, B 1987 I. — HTEpHATYpy NO CnewuanbHoCTH
«[letckas xupyprus» Ha 6ase 2-ro MOJITMIA um. H.IA. Tuporoga, B nocneaytoLLem — KIUHUYECKYo OpAUHATYpY
n acnupantypy B POHL| um. H.H. broxuna no cnewvanbHocTy «[leTckan oHKkonorus. OCHOBHbIMM HanpaBReHUAMY ero
JeATeNbHOCTIA ABNAIOTCA NIeYeHue onyXoneil KOCTeil 1 MATKUX TKaHe#, PeKOHCTPYKTUBHO-NACTUYeckvie onepauvin
CUCTI0Nb30BaHIEM ayTOTPAHCTNIAHTATOB Y SHAONPOTE30B Y NAL|AEHTOB C CAPKOMAMI KOCTel pa3fiAYHbIX OKM3aLMIA.

«B Hacmoswee épems npuopumemHbIM HANPaAGAEHUEM 8 OeMCKOU OHKOA0UU AGASIEMCA

opeanocoxpansouee nevenue. B eedywux kaunuxax mupa 6onee uem ¢ 90 % cayuaes

Y RAUUEeHmMo8 ¢ capKkomamu Kocmeil 6binOAHAIOMCS opeanocoxpansowue onepayuu. K coxcanenuro, 6 opyeux cumya-

YUAX 03MOICHBL MOABKO AMNYMAUUY KOHeYHOCmU. B 0boux cayuasx é aeuenuu 601bHbIX NPUHUMAIOM YHacmue MHO2UE

CReuUalucmol — OHK0102, Xupype, peaduiumonoe, ncuxomepaneem. Ha xaxcoom smane 603moxchvL ocroxchenus. l[lpu

OP2AHOCOXPAHSIOUWUX ONEPAUUIX IMO, 8 NePEYIo ouepedb, UHPEeKUUs 6 00Aacmu F3HO0NPOME3A U ACenMUYecKas Hecma-

ounvHocms. Ymobvr npedynpedumv 603MONCHbIE OCAONCHEHUS CAedyem CIMPO20 GbINOAHAMb PEKOMEHOAUUU CReyuat-

cmos. Toabko npoghuaaKkmuka 0CA0NCHEHUL U 8bINOAHEHUE NOOPOOHBIX PEKOMEHOAyUIl Mo2ym obecneuums O1a20npusm-
HOe Ka1ecmeo JCu3Hu 05 NAUUeHmMos, NEePeHecuux OHK0A02u4ecKoe 3a001e6anue».

Enena l0pbeBHa Unbuna — k.M.H., Bpau-3Hgokpuxonor HMUL ATOU um. imutpua Porauesa.

«Komnaekcnas mepanus OHK0102UMeCKUX 3a004e6AHUI C8A3AHA C 00CMAMOUHO EbICOKUM
PUCKOM pazeumust SHOOKPUHHbIX HAPYWEHUIL, 8 MOM HUCAe U CO CMOPOHbI KOCMHOU cucme-
mbl. Kpanuocnunanvroe 00ayueHue, Xumuomepanus, mepanus 2AHKOKOPMUKOCmMepoudamu
NPUBOOSTM K CHUICEHUIO MUHEPAAbHOU NAOMHOCMU KOCMHOU MKaHUu — ocmeonoposy. Ceo-
espemeHHoe o0paujeHe K CHeyUuatucnmy no3604sem oUeHUms COCMosiHUe KOCMHOU MKAHU,
CNPOCHO3UPOBAMb PUCKU Nepeaomos, paspabomamsv 3PHeKmuenyio mepanesmu4ecKyro
npoOEPAMMY N0 RPOPUAAKMUKE U AeHEHUIO OCMeONopo3a NPuU HeobX00UMOCHU».

Those who are stronger than us
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Mo3aHue 3hhexmbl CO CMOPOHDLI KOCMHO-MbIWEYHoOll cucmembl™*

Asmopui nepesoda: I'.M. Mygpmaxosa, H.A. Boavuwakos, E. 0. Havuna

Konmaxmmuuwie oannvie: Iyzenv Mapamosna Mygpmaxosa muftakhova@mail.ru

Jannas paboma nocesuiena anaiusy npooaeM, CA3AHHbIX C COCMOSHUEM KOCHHO-MbIUEHHOU CUCMEMbL Y NAUUEHMO8, NePelNCUSULUX
3/10Ka4eCmeeHHoe H08000pa308aHue 8 0emcKom eospacme. Paccmompenvl 0CHO8Hble 3a001e6aHUS U NAMOAOSUHECKUE COCIOSHUS, KOMO-
pble Mo2ym pazeusamuscs 8 0anHoll nonyaayuu. Onucanvl pUCKY pazeumus NAMOL0LUMECKUX USMEHEHULL CO CIOPOHbL KOCIMHO-MbIUEHHOU
cucmembl, aeuerue u npoguiakmuxa. OmoeabHo NPOAHANUZUPOBAHbL BONPOCH! OMOANEHHBIX ROCACOCMBULL NOCAE AMNYMAYUU KOHEYHOCMU,
OP2AHOCOXPAHAIOUWUX ONEPALULL, OCMEOHEKPO3d, CKOAU03A, OCMEON0pO3a.

Karoueesvie caosa: kocmuo-molueynas cucmema, 6emu, 3/10Ka4ecmeeHHoe Hoeoo6pa3oeaﬁue, amnymauus, opeaHocoxpanarnuiue onepa-
uuu, OCMeoHeKpo3, CKoAU03, ocCmeonopos

Late effects of antitumor treatment on the musculoskeletal system*
The authors of the translation: G.M. Muftakhova, N.A. Bolshakov, E.Yu. Ilyina

This article is devoted to the analysis of problems associated with the state of the musculoskeletal system in patients who survived malignant
neoplasms in childhood. The main diseases and pathological conditions that can develop in this population are considered. The risks of
pathological changes in the musculoskeletal system, treatment and prevention are described. The issues of long-term consequences after limb
amputation, organ-preserving operations, osteonecrosis, scoliosis, osteoporosis are separately analyzed.

Keywords: musculoskeletal system, children, malignant neoplasm, amputation, organ-preserving surgery, osteonecrosis, scoliosis, osteoporosis

Those who are stronger than us

OtnanenHbie NOCTAEACTBUS TOCJE aMIyTaOUHd W3-3a
OHKOJIOTHYECKOT0 3200/IeBaHHS B IETCKOM BO3pacTte
Jleuenne 3mokadecTBeHHOTO HOBOOOpasoBaHMs (3HO)
KOCTEH MM MSITKMX TKaHEH BEPXHUX WM HIDKHUX KOHEU-
HOCTEll y JeTeii MOXET BKJII0YaTh B CeOs XUPYypruyecKuit
3TaIl B 00beMe aMITyTallK TTOpaXKeHHO KOHEYHOCTH.
Kaxue cywecmeyrom 603modicnvte omoaaenHoie noc.eo-
cmeus amnymavuu ?

*  pasBuTHe QIUKTEH (BOJIBIPH HA KOXeE), ITOKpac-
HEeHME, KPOBOMIOATEKHN U3-32 TIOXO MTOI00PaHHOTO 3K30-
IpoTE3a;

*  (baHTOMHBIC 0OJM B KOHEYHOCTH (OIIyIICHHUE
0os1eii B KOHEYHOCTU, KOTOPOI HET);

*  KOJIOIINE, «IIPOCTPEIUBAIOLINE» OOJIN, CUITbHBIC
crma3Mbl (CYIOpOTH) WM YyBCTBO SKKCHMSI B 00JIACTH
KYJIBTH KOHEYHOCTH;

*  HapylIeHHe IEeJIOCTHOCTH KOXHBIX ITOKPOBOB
1 MeJUICHHOE 3aKUBJICHUE paH KyJIbTH KOHEUHOCTH;

*  0OJb B MBIIIIIAX CITUHBI, 00N B 3MIOPOBOIT KOHEY-
HOCTHM (M3-3a YBEJWUYCHUS HATrpy3KW Ha APYTHE TPYITIIHI
MBIIII ¥ KOHEYHOCTh, YTOOBI KOMIICHCHPOBATh CHIKE-
HUe (QYHKINHT 13-3a TOTePH KOHEUHOCTH);

*  SMOLMOHAJIBHOE  PAaCCTPOMCTBO,
¢ U3MEHEHHWEM BHEIITHETO BUA;

s yBeJIWYCHME TIpUJIaTacMOI SHEPTUU WU YCHIINI
IIJIST TIOBCETHEBHOM MeTeTbHOCTH;

*  yBeIMYCHME Beca (M3-3a CHIDKeHUS (Pru3mIecKoit
aKTUBHOCTH);

*  pasBuTue nuabera (M3-3a YBEJIWUYCHMSI Beca,
OTCYTCTBUSI (PM3MUECKON AKTUBHOCTUA M TTOTPEITHOCTEM
B ITUTaHWUN).

CBA3aHHOC

Kaxue pexomenoauuu no nabarodenuro cyusecmeyrom 04s
nayuenmos, nepenecuux amnymauuro?

*  cJeauTe 3a rUrheHoi Kyabru! OHa JoJKHA ObITh
YUCTOU U CYXOU;

*  IpOBEpsiiTe KOXHBIE MOKPOBbI €XEeIHEBHO Ha
MpeAMeT U3MEHEHUS LIBETa U ITOBPEKICHUIA;

*  PEryjsipHO MOIiTe MpeaMeThl, KOTOPbIE UCIIOJIb-
3YIOTCS B IIpoTe3e (IJib3a 9K30I1pOTe3a, MPOKIIAAKM, DJ1a-
CTUYHAST OJeXKIA, HOCKHM);

*  IPOBOIMTE IIPOBEPKY IMPOTE3a Kaxible 6 Mec,
IOKa BbI IMOJIHOCTBIO HE BhIpacTeTe, 3aTeM 1 pa3 B rop
1/WUIU B Clly4ae BOSHUKHOBEHMSI IIPOOIIEM;

*  paboraiiTe ¢ (U3MOTEpPANIeBTOM U PEabUIUTO-
JIOrOM JUIS pa3paboTKU IUIaHA TPEHUPOBKMU ITOXOAKU,
€XeIHEBHBIX 3aHSATUI M IUIaHA YIPaXHEHUI (BKJIIOYAst
JIWAIIa30H JBMKEHUS, CUILY, IOBKOCTh 1 OajIaHC);

*  IPOXOJAUTE €XXETOAHbBIA MEIULIMHCKUI OCMOTP;

*  MOJACPXMBATE 300POBBIA pPALIMOH IUTAHUS
U YPOBEHb aKTUBHOCTH.

Kaxue ecmb npuznaxu mozo, umo neo6xoouma KoHcyan-
mauus opmoneda-npomesucma?

*  eC/I¥ BbI CJIBILINTE JIIOObIE HECBOMCTBEHHBIE 3BY-
KU B IIpoTe3e (CKPUII, TPECK, LIETYOK U T. [1.);

*  ecjMy Bac clioMaach J1i00ast 4acTh [IPOTE3a;

*  ec/u BaM HEeOOXOAMMbI HOBbIE 31€MEHThI IIPOTE-
3a;

* BBl BBIPOCJIM M3 BallIEro IIpoTe3a, OH CTal Mall;

*  eC/IM HOILLUEHME IIpoTe3a JOCTaB/IsIET BaM 0OJIb.

Kaxue ewe npobaemut cywecmeyrom nocae amnymauuu?

*  IpeomoJieHHMe HEMOHMMAHUSI U OTHOLIEHHUS CO
CTOPOHBI CBEPCTHUKOB. M3MeHeHne BHELIHErO BUA;

* Ucmounuk: http;//www.survivorshipguidelines.org/. Ilepesod ocyuecmeéneH coenacHo maHoemHomy 002080py ¢ JlemcKum uccaedo8amenscKum ocnumanem

Ceamoeo Hyowt (CIILIA) u no cneyuanvHomy pazpeuleHuro agmopos.
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e OLIyIIEHUE CceOd «IpyrMM» II0 CPaBHEHHUIO CO
CBEPCTHUKAMU;

*  YyBCTBO OECITIOKOICTBa, HEYBEPECHHOCTH, TIeYasIu;

*  (bMHAHCOBBIE PACXOIbI HA 3JIEMEHTHI AK30IIPOTE-
3a M Ha MOKYIIKY HOBOTO);

*  CJIOXXHOCTH B IIepeABMKEHUH 3a ITpeaeIaMy 1oMa
(mpeononeHne CTymneHel, JIECTHUII, TocaaKa B OOIIUit
TPaHCIIOPT, IPEOI0JICHUE TTAHIYCOB U JIp.);

*  CJIOXXHOCTHU TIPU UCIIOJb30BaHUHU OOIIECTBEHHO-
ro TpaHcrnopTa (caMoJIeT, TToe3/, aBTO0yC U T. [1.);

* B HEKOTOPBIX CIIy4yasiX 3TO KU3Hb C XPOHUIECKOM
00JIBIO.

I0e s mo2y noayuums nomousp ?

PerynsipHo cooOmiaiiTe BalieMy JjedalleMy Bpauy,
opTomeny, a TakxkKe OPTOIEAY-IIPOTE3UCTY O JIOOBIX MPO-
O1eMax U TPYIHOCTSIX, C KOTOPBIMU BbI CTAJIKMBACTECh.

OpraHocoxpaHsIoIIe Onepanun

Umo maxkoe opeanocoxpansiowue onepauuu?

OpraHocoxpaHsIolasi ornepanus — 3TO XUPypruye-
CKO€ BMeIIIaTeJbCTBO, BO BPEeMsI KOTOPOIO XUPYypr 3aMe-
HSIET MOpaXkKeHHYI0 KOCTh M BOCCTAaHABIMBACT (PYHKIIMIO
KOHEYHOCTM, MCITOIb3ys METAUIMYECKUN WMIUIaHTaT
(3HDOMpPOTE3), KOCTHHIN ayTOTpaHCIUIAHTAT (KOCTh Mallk-
€HTa) WY KOCTHBI, CTIIelInabHO 00pabOTaHHBIM, TpaHC-
IUTAaHTAT OT YMEPIIIEeTo YeI0BeKa (aJJIOTpaHCIIaHTAT) WX
coyeTaHMe KOCTHOTO ayTOTpaHCIUIaHTaTa M aJUIOTpaHC-
IUIaHTaTa.

Kakue cywecmeytom nomenuuaivho omoaaeHHble
nocaedcmeust nocie opeaHocoxpansrouieli onepayuu ?

Hecpawenue. Y manneHTOB, y KOTOPBIX 3aMEHWIN
MOpPaKeHHYI0 KOCTh KOCTHBIM ayTOTPaHCILUIAHTaTOM
1/WIN aJJIOTPaHCIIAaHTaTOM HecpallleHue (HeTpuK1BIIe-
HUE) SIBISIETCS BO3MOXHBIM OTIAJCHHBIM OCIOKHEHUEM.
DTO MOXET MPUBECTU K TIepeIoMy, UYTO, B CBOIO OUYepeb,
MOXKET IMPUBECTU K ITOBTOPHOM OIepaliiu IJIs1 PeO3UITN
TepesioMa v JOTOJTHUTEIbHOM KOCTHOM TUIACTUKU.

Pasnuua 6 daune xoneunocmeii. Ha npotskeHUM neT-
CKOTO M MOAPOCTKOBOTO BO3pacTa KOCTU TOCTOSIHHO
pacTtyT. B Kaxmoii KocTu ecTh 30HBI pocTa (001acTh, Tae
MMPOUCXOIUT aKTUBHBIN pocT). 3a4acTylo OMyXOJb pac-
MOJIOXKEeHAa BO3JIe 30HBI POCTa WM MOpakaeT UMEHHO ee,
YTO TPeOyeT XMPYpPruyecKoro ymaJeHus 3TOi 00JacTu
MpY TPOBEACHUM OPraHOCOXPaHSIOIIeil omepaunu. Tak
KaK peKOHCTPYUPOBAHHBIN Y4aCTOK HE MOXKET pacTu, TO
y MallMeHTOB CO BPEMEHEM MOXET BO3HMKHYTh pasHMIIA
B [UTMHE KOHEYHOCTeH. JIJIsT KOppeKIIMy MOXET IoTpebo-
BaThCS UCITOIb30BaHKME OPTOIECANIECKUX CTEJIEK U 00Y-
BU, WIM JaXe OIepalivs, KOTopasl MO3BOJUT YBEJIUMYUTH
IJIMHY KOCTU. B HacTostiiee Bpems 3Ta mpodJjieMa BO3HU-
KaeT peaKo, TaK KakK yXe BHEAPEHbI caMble COBPEMEHHBIC
«pa3aBIKHBIE» DHIOMPOTE3HI.

Hecmabuavnocmo uau noaomxa sndonpomesa. bripaer,
YTO B 001acTU (PUKCALIMU DHAOIPOTE3a B KOCTU MOXET
BO3HUKHYTh €r0 paciliaThiBaHME (acenTuyecKasi HecTa-
OMJIBHOCTD) OO MOJIOMKA 3JIEMEHTOB UMILIaHTa (3aMOK
cycTaBa, MEXaHU3M pa3ABIKKU). BDTO OCIOXHEHME
MOXKET MOTpeOOBaTh MPOBEACHUS €Ille OMHOI OIepaluu,
YTOOBI 3aMEHUTH YaCcTh WJIM BECh UMILIAHTAT (3HIOMPO-

Te3). O MoOBIX MpobdieMax HeOOXOIUMO Cpa3y COOOIIUTh
BallleMy XUPYPry-OpPTOIIEY.

*  Koumpaxmyper. Tlocie opraHocoxpaHsIoniei
omnepaLuy MBILILbI, CYXOXWINS U CBI3KU MOTYT TEPSITh
CBOIO 2JIACTUYHOCTh M COKpAILAIOTCs, GOpMUPYST KOH-
TpakTyphl. Yalie BCero 3To MOXKET IIPOU30MTU Y MAJIOIOI -
BWKHBIX IMALIMEHTOB, KOTOPbIE HE IIPOBOISAT pa3pabOTKy
JIBIKEHHMI B OIlepUpOBaHHOM cycTaBe. Ilepuomnueckoe
HaOoIeHNE CHeUUATUCTa MO JIeYeOHOU (U3KYIBTYpe
(JI®K) u TpynoTeparu, IpoBeIeHe TMMHACTUKH TTIOMO-
IYT IIPeIOTBPATUTh (POPMUPOBAHKE KOHTPAKTYP.

*  Oxcupenue. MOXeT TIPOMCXONUTH B pe3ybTaTe
MaJIONOABIXKHOIO 00pasa XKU3HU WK MPU HAPYLIEHUSIX
B IETE.

*  Xponuuecxasn 60av 6 obaacmu onepauyuu moxcem
603HUKAMb NOCAE YOAAeHUsL ONYX0aU U YCMAHOGKU UMNAAH-
ma. D10 MOXET OBbITh KaK MOCJIEACTBUEM yIaJIeHUsT OOJTb-
LIOro o0beMa TKaHel, Pa3sBUTUS HEHPOMATUM, a TaKXKe
IIpU HECBOEBPEMEHHOM Hadvajie peadMIuTalluy, HEeCco-
OJMIIOJEHUM peXuMa M PEKOMEHOALIMI OIepUPYIOLIEro
XUpypra.

*  Hugpexyua. OnHO M3 caMbIX OTMACHBIX OCIIOX-
HeHU. MOXET pa3BUThCS KaK B paHHUE CPOKHU I1OCIIE
omepaluy, Tak U CIYCTs MHorue romabl. Yacrora Bo3-
HUKHOBEHMSI MHMEKLIMN Y OHKOJIOIMYECKUX MalleHTOB
JOBOJIbHO BBICOKA. A Yy OHKOJIOTMYECKUX IIALIMEHTOB,
KOTOPBIM IIPOBOASTCS OObEMHbIE PE3EKLIUM, TEM OOJIee.
PazButrie nHMPEKLMN MOXET MIPUBOAUTH K HEOAHOKpPAT-
HbIM IIOBTOPHBIM OIl€paLMsIM, BIUIOTb OO aMIIyTallWU.
A TeHepanu3anusi THGEKIUU — K JIeTaTbHOMY UCXOY.

Kaxue cywecmeylom pexomendauuu npu nocaeoyouem
Habaro0enuu nocae opeanocoxpansrouell onepavuu?

*  Ilocaedyrowee nabaooenue 004xcHO ocyuiecm-
8ASIMbCS XUPYP2OM-OPHIONE00M, a Ay4ule OPmOnedom-oH-
Ko01020m He pexce wem 1 pas 6 6 mec nepevie 3 200a, daaee
1 pa3 6 200. Tleproabl HAOMIONEHUST MOTYT YIUIMHSTHCS
C TeYEHUEM BPEMEHHMU.

»  Tloka maLueHT pacTeT PeKOMEHI0BAHO PEryJisip-
HOe M3MepeHMe KOHEYHOCTEeH, a MpU HeOoOXOAUMOCTHU
TPOBEJICHUE peHmeenozpaghuu Koneunocmelii (onepuposan-
Holl u 300p08oit).

*  PexomeHmyeTcs noxcusnennoe Habarooenue Xupyp-
FOM-OPTOIIEIOM (B Maealie OPTOIEI0M-OHKOIOIOM).

Those who are stronger than us
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*  HeoOxonumMo oepanuyuenue nexomopvix 6u006
gusuueckoi axmuenocmu. IlolHOE WCKITIOUEHHUE KOH-
TaKTHBIX BUJIOB CITOPTA.

Umo moicHo cdeaamd 045 YKpenaeHus 300p06bs nocie
opeanocoxpansroueli onepavuu?

*  Cneyuaaucm no JIOK HeoOXoauM AJis1 TPOBEACHUS
peaduIuTalMM TI0C/Ie OPTraHOCOXPAHSIIOIIEH OIepaluu.
OH paszpaboTaeT M TOKaXeT IMporpamMmy YIpakHEHMI,
KOTOPBIE ITIOMOTYT MOAACPKUBATh (DYHKIIMIO KOHEYHOCTH.

*  Ecnu B obiactu ornepaiuu BO3HUKAIOT CUMIITO-
MbI UHMeKIMK: 00JIb, OTeK, MOKPACHEHHE, KOHEYHOCTh
cTaja TopsYeil Ha OIyIb, MOSBUIOCH W3bSI3BICHUE
B 00JIacTy orepalyy Wi Y Bac pa3euiacs auxopaoka, mo
HEeMeOACHHO CEANCUMECD C 6AUUM ACHAUUM 8DA1OM.

e Heobxodumo Ha3naxeHue aHMUOUOMUKOE NpU
uHexuuonnvix 3a60aeeanusax (ocmpovie pecnupamopHvle
3aboaeeanus, yucmum u dp.), neped CMOMAMOA02UHECKU -
Mmu npouedypamu (6KAN0O4AS CAHAUUIO POMOGOI NOAOCHU)
U nepeod Opy2umu UHEA3UGHBIMU MAHURYAAUUAMU C BOBJICUC-
HMEM PECITUPATOPHOTO, KEIYyNOYHO-KUIIEYHOTO U MOYe-
noyioBoro TpakToB. MHMeKIMsg MoXeT ObITh BbI3BaHA
OakTepusiMU, TIOMABIIMMU Yepe3 KPOBb BO BPeMs 3TUX
MpoLIeAYp U 0OCEMEHUTh UMILIAHTBI (IHAOMPOTE3, BUH-
ThI, IJJACTUHBI, CTePKHH, ajUloTpaHcIuiaHTaT). IloTeH-
LMAJIbHYIO HEOOXOJUMOCTh B HAa3HAYEHU N aHTUOMOTHUKOB
HEOOXOMMO O0CYXIaTh C BalllUM XUPYPrOM-OpPTOTIEIOM
Y JIeYaluM BpauoM.

*  Hekoropble MeTalTMYECKUE UMIUIAHTATBI MOTYT
MPEACTABISATh Hpobaemy Npu RPoOXodcOeHuUu 00CMOmpa
(mMemaaaouckameas), Hamipumep B alsponopty. Hyxcxo
umemsv npu cebe MmeouuuHckuil Ookymenm (BBIITUCHOMN
SIUKPU3, TAKXKE XKeJaTeJbHO PEHTIeHOBCKUN CHMMOK),
B KOTOPOM YKa3aHO, KaKoil 00beM JIeYeHUsT Bbl TIOJTYU TN
1 YTO Y Bac yCTAHOBJICH METAUTMUECKUI NMILJIAaHTAT.

OcTteoHekpo3
Umo makoe ocmeonexpos?
OCTEOHEKpO3 — BTO TMAaTOJOTMUYECKOe COCTOSTHUE,

HapylleHWe TUIOTHOCTM KOCTH, KOTOPO€ BO3HMKAeT
B pe3yJbraTe BPEMEHHOIO WM TMOCTOSHHOTO Hapylle-
HUSI KPOBOCHAOXEHMST KOCTHOI TKaHU. C KPOBOTOKOM
MEePEeHOCSITCSI HEeOOXOAMMBIEC IUTATe/JbHbIE BeEIeCTBa.
Korma xpoBocHabxeHne HapyllIeHO, TO B KOCTHOI TKa-
HU MPOMCXOIUT MHGAPKT (HEKPO3), OHA PacTBOpPSIETCS
(mu3upyetcst). DTO MOXET OCIa0UTh KOCTb, IMPUBECTHU
K ¢hopMupoBaHuIo TTojioctu. Ecliv 3T0 mponcXoauT 0Koiao
cycTaBa, TO 9TO MOXET MPUBECTU K IePeIoMy, Hapylie-
HUIO LIEJIOCTHOCTHU CYCTaBHOI ITOBEPXHOCTH, B PE3yJIBTaTe
Yero BO3HUKAeT 00JIeBOM CMHAPOM, HapylIeHUE COOT-
HolleHuil B cyctaBe. OCTCOHEKPO30M TaKXKe Ha3bIBAIOT
ABACKYJISIPHBIMA HEKPO3, «aCENTUYECKUI HEKPO3».

OcCTeoHEeKpO3 MOXET BCTpeyaTbCs B JIHO0OI KOCTH,
HO HauboJiee YacTO IMOpaxkaloTCs TOJOBKU OEapeHHBIX
KocTeil, MeTasnudu3apHble 30HbI KOCTEM, 00pa3yommnx
KOJIEHHBII cycTaB. Pexxe mopakaioTcs KocTu, (popMUpy-
JolIMe TIeYeBOM M TOJIGHOCTOITHBIN cycTaBbl. OcTeoHe-
KPO3 MOXET BCTpeuaThCsl B OHOW KOCTU, HO Hauboiiee
JacTO BCTPEYaeTCs MHOXKECTBEHHOE MOpaXeHue (MyJib-
TU(OKaATbHBIN OCTEOHEKPO3).

OcCTeOHEeKpOo3 HHOTAa MOXET IMPUBOAUTL K WMHBA-
JIUAA3alMY, OCOOCHHO B TOM Cllydae, eClu IOpaxkKeHO
HECKOJIbKO CYCTaBOB WJIM MPOLIECC MPUBOIUT K (HOpMU-
poBaHuto apTpo3a IV creneHu. 1o 00yCIOBIEHO TEM, UYTO
MIPU TTOPAXKEHNUU CYCTaBHOI IMMOBEPXHOCTH TPOLIECC YaCTO
HOCHUT HEOOpaTUMBII XapakTep.

Kaxkoevt npuuunvt ocmeonexposza?

OcTeoHeKpo3 BO3HMKAeT B pe3yJibTaTe HapyIIeHUS
KPOBOCHAOXEHUS KOCTM Ha MUKPOLMPKYJIITOPHOM
ypoBHe. Yaine 5To 0OyC/IOBIEHO HApyIIEHHWEM CHCTEMBI
remMocTasa, Ha ()OHe MpreMa CTEPOMIHBIX TOPMOHAIBHBIX
npenaparoB. Takke KpPOBEHOCHBIE COCYIbl MOTYT OBITh
320J0KMPOBAHBl KUPOBBIMU KJIETKAMU, OHU CTaHOBSITCS
TOJICTBIMM WJIM CJIMIIIKOM MAaJICHBKUMU, WIM CIaObIMH,
U HE MOT'YT 00ECIIEUNTh TOCTaBKY OCTATOYHOTO KOJIMIECTBa
KPOBHU, KOTOPOE HEOOXOIUMO TSI Pa3BUTHSI KOCTHOM TKaHMU.

Kaxkue cywecmeyrom gpaxmoput pucka pazeumus ocme-
oHekposa?

Troxoxopmurocmepoudst (IpeTHU30JI0H U JeKCaMeTa-
30H), KOTOpbIE Ha3HAYal0T BO BPpeMsI IIPOTUBOOITYX0JICBOM
TepaIruu, MOTYT IIPUBOIUTDH K MTOPAXKEHUIO KOCTU U KPO-
BEHOCHBIX COCYIOB, BEeAyllleMy K OCTeOoHeKpo3y. Jlromu,
KOTOpBIE MePEeHECTN TPaHCIUIAaHTALIMIO (KOCTHOI'O MO3ra,
MYITIOBUHHOM KPOBY WJIM CTBOJIOBBIX KJIETOK) TaKXKe HAXO0-
ISTCS B TPYIIIE pHCKa 10 Pa3BUTUIO OCTeOHeKpo3a. JIpy-
ruMM (haKTOpaMy PUCKa SIBJISIOTCS JCUeHUE BBHICOKUMM
no3amu JryyeBoii Tepanuu (JIT) Ha 006macTh KocTeit, Hecy-
IIMX OTOPHYIO HArpy3Ky, JeYeHHE YCTapeBIIMMU METO-
namu JIT (mo 1970 1), HaIMuKMe CepIIOBUAHO-KIETOYHOM
aHemun. OcTeoHEeKpo3 ¢ OoJblieil Joneil BEpOSITHOCTH
BCTpeYaeTcs B MEPUOJ MPOBEICHUsI TIPOTUBOOITYX0JICBOM
TepaIuu, HO TaKXKe MOXET BCTpedaThCs U MOoce OKOHYA-
HUS JICYCHUSI.

Cmepoudot u ocmeornexpos

Taroxoxopmurkocmepoudst — 3T0 TIperapaThbl, KOTOPbIE
HauboJIee YacTo UCTIOJIb3YIOT IIPU JICUSHUU MHOTUX BUIOB
onyxoJjieid u 00Je3Hel KpOBU, HAIpUMeD JieliKo3a 1 JTUM-
¢dombl. JlekcameTa30oH MCITOJB3YIOT TaKxKe MpU JIeYSHUM
TOILIHOTHI ¥ PBOTHI, CBSI3aHHOM ¢ XMMMOTEpaInueit, u st
npoUIaKTUKN pa3BUTUS OTeKa TOJ0BHOro mosra. Her
YETKOTO OOBSICHEHUSI KaK KOPTUKOCTEPOUIBI BHI3BIBAIOT
OCTEOHEKPO3, HO CYMTAETCSI, YTO OHU HAPYIIIAIOT CBEPTHI-
BaeMOCTb KPOBHU U MEIIAIOT OPraHMU3MYy pa3pyllaTh XKUPO-
BbIE KJIETKU. DTU KIIETKU (POPMUPYIOT OJISIIIKU, KOTOPbIE
CYKaloT IPOCBET KPOBEHOCHBIX COCYIOB. DTO YMEHBIIIAET
KOJIMYECTBO KPOBU, KOTOPOE TI0ITafaeT B KOCTHYIO TKaHb.

Kaxkoevt cumnmomot ocmeonekposa?

VY nroneit Ha paHHUX CTAIMSIX OCTEOHEKPO3a MOXKET 1 He
OBITH CUMIITOMOB, a MHOIA TOSBJICHUE oJyara COIpOBO-
JKIAeTCsT BBIPa’KEHHBIM OOJIEBBIM CUHIPOMOM (IO MOSIB-
JICHUSI PEHTTEHOJIOTUYEeCKUX Mpu3HakoB ovara). Korga
3a00s1eBaHUE MMPOTPECCUPYET, BOZHUKAET 00JIb B 00J1aCTH
MOPaKeHHOTo cycTaBa. Tak Kak IPOIecC MPOrpecCrpyer,
0oJIeBbIe CUMIITOMBI MOTYT TIOSIBJISITbCSI U B TIOKoe. bosb
MOXET pPa3BUBATbCS IOCTENIEHHO M €¢ MHTEHCUBHOCTH
MOXET BapbMPOBATh OT JIETKOM 10 MTHTEHCUBHOM.

Ecnu ocreoHekpo3 mporpeccupyeT, yCUIMBasi pas-
BUTHE apTpo3a B MOPaKEHHOM CYCTaBe, TO 00Jb MOXKET
3HAYUTEJbHO YCUIMBAThCS, BCE BMECTE IIPUBOIUT K Orpa-
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HUYCHMIO IBUXKCHUS B TIOPAXKEHHOM CYCTaBe 1 Pa3BUTHIO
KOHTpakTyphl. IIpoMexXyToK BpeMeHU OT IIePBBIX CUM-
IITOMOB OCTEOHEKpO3a M0 YTpaThl (YHKUMI CYCTaBOM
WHAWBUIYAJICH IS KaXKIOTO MallMeHTa W BapbUpYyeT OT
HECKOJIbKMX MECSIIIEB 10 HECKOIBKUX JIET.

Kax duaznocmupoeamo ocmeonexpos?

Penmeenoepagua oOBIYHO SIBISCTCS TEPBBIM METO-
JIOM 00CJeI0oBaHUs MpU MOJO3PEHUN Ha OCTEOHEKPO3.
OHa TIOMOTaeT BBISIBUTh OCTEOHEKPO3 KaK IPUUYMHY,
BBI3BIBAIOIIYIO 00JIb B KOCTsIX. Ha paHHUX cTagusix ocre-
OHEKpOo3a PEHTTeHorpacuss MOXET HE BBISIBUTH I1aTO-
JIOTUM, YTO TPUBOAUT K HEOOXOAUMOCTU IIPOBEACHMUS
JIPYTUX METOIOB MCCACAOBAHUS B LIEJISIX YCTAHOBJICHMUS
nuarHosa. IIpu mocrtaHoBKe AuarHo3a Ha 0OoJjiee IO3a-
HUX CTaAMsIX Pa3BUTHUs OCTEOHEKpPO3a peHTreHorpadus
SIBJISIETCSI TIOJIE3HBIM METOJOM MOHMUTOPHMHIA TEYEHUS
3abosieBaHusl. MaeHumHo-pe3oHancHas momozpagus
(MPT) saBnsgercsa Haubojee 3¢GGEKTUBHBIM METOIOM
JIMarHOCTUKU OCTEOHEeKpOo3a, TaK KakK Impu oMo MPT
BO3MOXHO IMarHOCTMPOBAaTh OCTEOHEKPO3 Ha CaMBIX
pPaHHMX CTagusIX, KOTIa ellle AaXxe HeT CUMIITOMOB 3a00-
neBaHus. OcTteocuuHTUTpadUs MHOTIA MCIONb3YeTCs
IIJISI TMaTHOCTUKU OCTEOHEKPO3a, TaK KaK BBISIBISIET BCE
oyYaru, pacrojiokeHHbIe B pa3HbIX KOCTAX. OMHAKO ocTe-
OCHUHTUTpadUS MOXKET HEe ONPENeJIUTh OCTEOHEKPO3 Ha
paHHUX cTagusx 6oie3Hu. KoMmmbiorepHast Tomorpadus
(KT) mnosBonser npemaTh TpexMepHoOe U300paxkeHue
KOCTE M MOKET OBIThb IMOJIE3HON 11 OIpeNeIeHUs CTe-
MeHM MOBPeXAeHUs. XUPYPrudecKue Mpoleayphl, TAK1e
KakK OMOTICHSI KOCTHU, TTO3BOJISIOT OKOHYATEIbHO YCTaHO-
BUTb IMAarHO3 OCTEOHEKPO3a, HO OOBIYHO TaHHBIN METOM
HE UCIIOJIb3YIOT.

Kax aeuums ocmeonexpos?

Llenbro eYeHUsT OCTEOHEKPO3a SBISICTCS YIIydllleHUe
(GYHKIIMOHUPOBaHUS TOPaXKeHHOTO CycTaBa, YMEHbIIIe-
HHUe 001, TpeKpallleHUe pa3BUTHS Ipoliecca MOBpeXkIe-
HUSI KOCTU M o0ecIieueHue XKMU3HEeCTIOCOOHOCTH CyCTaBa.
JleyeHne MOXeT OBITh KOHCEPBATUBHBIM WJIM XUPYPIU-
yeckuM. JIyIst TOro 4toObl BHIOpATh HAWIYYIIUiA METOJ,
JICYEHMUS T KOHKPETHOTO TallMeHTa, YYUTHIBAIOTCS ClIe-
nytoiye (akTopbI:

*  BO3paCT MalMECHTA;

e cTagus ropaxkeHus (paHHSS WU TTO3IHSIS);

*  JIOKaJIu3alMsl M KOJUYECTBO TOBPEXKIECHHBIX
KOCTEN;

*  CTaTyc OHKOJOTMYECKOIo 3a0ojeBaHUsS M 3Tall
€ro JeUYeHUs.

Koncepeamuenas mepanus

*  Jlexapcmeennasa mepanus yMEHbIIAeT OO0JIEBOI
CUHAPOM, IIOBBIIIAET IUIOTHOCTh OKpPYXalollel KOCTH,
a Ha paHHUX 3Tarax MOXET OCTAaHOBMUThH IIPOLIECC Pa3BU-
THSI OCTEOHEKPO3a.

*  CHuxcenue oceeoil Hazpy3Ku 3aMeJISICT TTIOBPEXXIECHYE
Koctu. KocTbuti MOryT OBITh peKOMEHIOBAHbI, YTOOBI Orpa-
HUYUTH HArpy3Ky WIN JaBJICHUE Ha TTOPasKEHHBIM CyCTaB.

*  Paspabomxa oeuicenuii IOonaepPXUBACT IMOIBIIK-
HOCTb CyCTaBa. DTO BaXKHO JJisI COXpaHEHUsl (DYyHKIIMU
M yBeJIMYEeHUs] KpoBOCHaOxkeHus1 B cycraBe. Bpau JIOK
ITOMOXET MOI00paTh MPaBUIbHBIC YITPAKHEHUS.

KoHcepBaTBHBIE METOObI JIEYEHUS MOTYT OBITh
HCIOJIb30BaHbI KaK CaMOCTOSITEJIbHO, TaK U B KOMOMHA-
LIMM, OMHAKO OHM MOIYT HE OOCCIIEYUTh JOJITOCPOYHOTO
VAYYIIIEHUS COCTOSTHUS 3M0POBbsi. HeKOTOphIM nalreHTam
MOKET ITOTPeOOBATHCS XUPYPrUUECKOe BMEIIATEIbCTBO.

Xupypeuueckoe aeuenue

e Toacmoucoavnas oOexomnpeccus — 3TO METOI
XUPYPTUUECKOIO BMEIIATEIbCTBA, B pe3yIbTaTe KOTOPOIO
nephopupyeTcss CTEHKA MOJOCTU OCTEOHEKPO3a C IIEJIbI0
CHU3UTH JaBJICHUE BHYTPU U CO3[AaTh MPEATIOCHUIKH IS
pocTa HOBBIX KPOBEHOCHBIX cocymoB. MHorma BBomsITCS
MpeaBapuTebHO 3a0paHHBIE KJIETKM KOCTHOTO MO3ra,
YTOOBI CITOCOOCTBOBATH (DOPMUPOBAHUIO KOCTHOI TKAHU.
OpHako 3HEeKTUBHOCTb JAHHON METOIUKHU IOCTOBEPHO
He JoKa3aHa.

*  Dundonpomesuposanue — 3ameHa cyctaBa. Ilopa-
JKEHHBII CycTaB 3aMEHSIETCSI UCKYCCTBEHHBIM MMILIAHTOM.
DTO JIeYeHNe MOXKET OBITh HEOOXOAMMO Ha IO3IHMX CTa-
IIMSIX OCTEOHEKPO3a, KOTra CYCcTaB ITOJIHOCTBIO pa3pylleH.
K coxaneHuto, TaHHbBII METOJ HE MOXKET ObITh MPUMEHEH
y TIaLIMEHTOB JIETCKOTO BO3pacTa, C He3PEJIbIM CKEJIETOM.

Jleuebno-npogpuraxmuueckue meponpusmus

e H30eraiite TSXeNbIX (GUNUYSCKUX YITPAXKHEHUI,
KOTOpbIE CUJIBHO HArpyxaroT cyctaBbl. M30eraiiTe Tske-
JIBIX OCEBBIX HArpy3oK (0er, IpblKKU, GyTOO, BOJIei10OT,
GackeT00J1 1 Apyrue Moao0HbIe BUIbI criopTa). Pusuye-
CKHUMU YIIpaXXHEHUSIMU, KOTOpbIe 0€30IacHBI ISl CycTa-
BOB C OCTEOHEKPO30M, SIBJISIIOTCSI TUIaBaHWE M €3[a Ha
BEJIOCUTIENIE, KJTACCUUECKME JIBDKMU.

*  IlpunmepxuBaiiTecb PEeKOMEHIOBaHHBIX BaM
crieranuctoM 1o JIOK yrpaxkHeHuiA.

«  JlaBaiiTe OTOBIX CyCTaBaM, €CJIU OHU OOJISIT.

*  OmoBecTUTe Balllero Jieyalllero Bpaya Wiu Bpaya
JI®K 0 1100bIX UBMEHEHUSIX B COCTOSTHUM.

*  [Ipunumaiite 600JCYTOSIOIINE MU IIPOTUBOBOC-
MaJIUTeIbHBIC TIPerapaThl TOJIBKO M0 Ha3HAYCHUIO Bpaya.

Ckom03 1 Ku(o3 1mocie JjedeHns 1eTCKOro paKa

[103BOHOYHUK — OCHOBHAsl 4acCTb OCEBOTO CKeJieTa
yenoBeka. OH cocrout u3 33—34 MO3BOHKOB, IOCIIEIO-
BaTeJIbHO COCNUHEHHBIX IPYT C APYTOM B BEPTUKAJIbHOM
MOJIOXKEHUH 1 YISPKMBAEMbIX BMECTE MBIIIIIAMU U CBSI3-
Kamu. JleueHMe OHKOJOTMYECKOIro 3a00JieBaHUSI B NIET-
CKOM BO3pacTe MHOIA MOXET IIPUBOIUTH K (hOPMUPOBaA-
HUIO HapyIIeHMS (PU3NOTOTMYECKOM OCU TTO3BOHOYHMKA,
Ha3bIBAEMOMY CKOJIMO30M 1 KU(PO30M.

Ymo maxoe cxkoauo3?

CKOIM03 — 3TO CTOMKas TPeXIJIOCKOCTHas aedop-
Mallys TT03BOHOYHMKA, KOTOpasi XapaKTepu3yeTcss Hapy-
LIeHUEM eTo (pU3MOoI0oTNIecKoii ocu. OOBIYHO, OTMeYast
pa3BUTHE NAHHOW MATOJOTMHU, POMUTEIM TOBOPST, UTO
MO3BOHOYHUK BBINVISIINT, Kak OykBa “S” unm “C”, BMecTo
npsMoii auHuu. [Ipu3Haky cKoIM03a BKIIOYAIOT:

*  aCHMMETPUIO BBICOTHI CTOSIHUSI JIOIIATOK;

. ACUMMETPUIO HAATLICUMIA,

*  aCHMMETPUIO TPEYTOJIbHUKOB TaJIUH;

*  TIOSIBJICHUE MapaBepTeOpaIbHOM acCUMMETPUU
MpU HAKJIOHE BIiepen (pebepHbIil rop0d);

*  TOJIOBA HE IIEHTpaJIM30BaHa HAll TA30M.
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Poccuiickuii xypuan JETCKOM TEMATOJIOTUW u OHKOJIOTUU

Cxonno3 Kudos
Scoliosis Kyphosis
Ymo maxoe kugos?

Kudos — 310 HapylieHre ocu MO3BOHOYHUKA B CaruT-
TaJbHON TUIOCKOCTU. PoiuTenn B 3TUX Cliydasix TOBOPSIT,
YTO €CJIM CMOTPETh Ha pebeHKa COOKY, TO KaXeTcsl, YTO OH
OYeHb CYTYJIMUTCS WJIA Y HETO €CTh ropd Ha CITUHE.

Kaxkoevt npuuunvt cxoauosa?

CKOJ11M03 TIOSIBJISIETCST Y MHOTHX JIeTel U TIOAPOCTKOB
U Yallle BCETo SIBJISICTCS «MIMONaTUIeCKUM», 9TO O3HaYa-
€T, UTO ero NMpuyruHa HensBecTHa. OIHAKO Y IETeil, KOTO-
PbIM [IeJ1aJid OTIEPALIMIO HA TTO3BOHOYHUKE WJIU TPYAHOU
KJIeTKe, a TakKe Yy TeX, Kto nepeHec JIT Ha obGnacTs rpyn-
HOM KJIETKU, OPIOITHOM MOJOCTA WJIM Ha TTO3BOHOYHUK
BBICOK PUCK Pa3BUTUSI BTOPUYHOTO cKoJno3a. OcoOEHHO
HEOJIarOMPUSITHO COYeTaHWe 2 3TUX METONOB JICUCHMUSI.
DTU MalMeHThl HaXOJSTCS B TPYINE BBICOKOTO pHUCKa
HEPAaBHOMEPHOIO Pa3BUTHUSI MBbILIL, KOCTEH TIpyqHOMR
KJIETKWM W TI03BOHOYHMKA, YTO M TIPUBOIUT K Pa3BUTHUIO
nedopmaluu.

Kaxue cywecmeyrom axmopot pucka no pazeumuro
CK0AU03a nocae aeveHus 0emckoz2o paka?

B rpynrie pucka HaxXomsTCs Te MAallMEHTHbI, KOTOPbIE
TepeHecn:

*  onepaluio Ha TO3BOHOYHUKE, O0JIACTU CITMHBI
WV TPYTHOW KJIeTKW (He BKJIIOYAsi MOCTAHOBKY II€H-
TPaJIBHOTO BEHO3HOTO KaTeTepa);

« JIT nHa TynoBuile (BKJO4as J00yi0 0071acTh OT
HaAIJIeYnii 10 Ta3a), OCOOEHHO €CJIu:

- nydeBasg mosa Owbuta 20 Ip (2000 cIp/pam) wim
BBIIIIE;

- JIT Obuta Ha OAHY MOJOBUHY IPYIHOU KIETKU
WJIU OPIOLIHO¥ MOJIOCTH;

- omepaiusi Ha 00JJaCTU TPYIHON KIJIETKH, OPIOLI-
HOW TTOJIOCTHU WJIA CITUHBI;

*  ONyXOJIb pacrioyiaraeTcss B TIO3BOHOYHUKE WIIN
napaBepTeOpaabHO (T. €. OKOJIO MO3BOHOYHUKA).

Kaxkoevt npuuunvt 603nuxnosenus xugosa?

Ectb MHOrO mpu4MH, KOTOpPbIE MOTYT BBI3BaTh pa3-
BuTHEe Kubo3a (paxuT, HaACJEACTBEHHbIC 3a00JeBaHUS,
TyOepKyie3, TpaBMbl, CIa00CTb CBSI30K M MBIILL CIIMHBI
u T. 1.). Takke naHHast nepopManivsi MOXET TOSBISITHCS

BCJIEICTBME HEPAaBHOMEPHOTO Pa3BUTHS MBIIIIIL U CBI30K
CIIMHBI U3-3a MpoxoxaeHus Kypca JIT.

Kaxkue cywecmeyrom gpaxmoput pucka pazsumus kugosa
nocae aevenus 0emckozo paka?

B rpynme pucka HaxomsTCs Te JIOAM, KOTOPhIE Tepe-
HECIu:

*  OIlepaluIo Ha CIIMHE, TPYIHOM KJIETKE MU BEPX-
Helt yacTy OpIOIIHOM MOJIOCTH (He BKJIIOYas TIOCTAHOBKY
LICHTPAJIbHOTO BEHO3HOTO KaTeTepa);

+ JIT nHa obGnacth TpyAHOU KIJIETKU WU BEpPX-
Hell yacTu OpIOIIHOM MmoyiocTu, ocobeHHo B po3e 20 Ip
(2000 cIp/pam) wim BeIIIIE;

*  ONyXOJb paclojiaraeTcs B ITO3BOHOYHMKE WU
napaBepTeOpaIbHO (T. €. OKOJIO ITO3BOHOYHUKA).

Kax ycmanaeausaemcs duaznos?

CHUMOTOMBI CKOJIN03a MJIN K1(03a MOTYT ObITh OOHA-
PYXeHBI TIpU (U3UKaIbHOM ocMoTpe. PeHTreHorpadpus
MO3BOHOYHMKA TOATBepxKAaeT auarHo3. CKoiamo3 aua-
THOCTUPYETCsI, KOTha ecThb, Io KpaiiHeil mepe, 10-rpa-
JIycHOe 00KOBOE (B Ty WJIM MHYIO CTOPOHY) MCKPHUBIICHUE
(poraiuss) Ha peHTreHOBCKOM cHUMKe. Kudo3 muarso-
CTUpYeETCsI, KOTla ecTh, o KpaliHe Mepe, S0-rpamycHoe
WCKPUBJICHUE HA PEHTTEHOBCKOM CHUMKE.

Kaxoe aeuenue neoobxooumo?

Bouteunth KM@ o3 U CKONIMO3 HEBO3MOXHO. OaHAKO
HavyaJbHBIC CTAAUM MOXKHO IIOJHOCTHIO KOMIICHCH-
poBatb. Ilpu I-II cragum OOBIYHO MPOBOASAT AUHA-
Mudyeckoe HabmomeHue, pekoMmeHayior JIDOK mng
yKpeIieHus: MbIL ciiuHbl, Bpad JIOK yuut nanueHra
BbIpabaThIBaTh MpaBWJIbHBIN cTepeoTun ocaHku. Ha
MPOTSKEHUM 3TON cTaguu AedopMalldio TIIATeIbHO
MOHHUTOPUPYIOT, OCOOEHHO B MEPHMOJ CTPEMUTEIbHO-
ro pocTra, Kak Harmpumep B Iepuon Iyoeptata. Eciam
nedopMmalis He yxynliaeTrcsi, To HabmoneHue, JJOK
¥ TMOCTOSIHHBINI CAMOKOHTPOJIb — 3TO BCE, YTO MOXKET
noTpeboBaThCS.

Ecnmu nedopmamus mnporpeccupyer, TO MaLUEHTY
MOKa3aHO JieYeHMEe M HaOJIIoJeHUE B CHEIUATIU3UPO-
BaHHOM OpPTONEAMYECKOM CcTalMoHape. Ewmy Moryt
ObITh Ha3Ha4YeHbI OoJiee MHTeHCUBHBIE MeTonnKu JIDK,
HOIIICHWE OPTOMEAUYECKUX KOPCETOB (HAIEBalOTCS ITOM
O/IeX]y), PEKOMEH/IyeTCsI IToCcelaTh yu4eOHbIe 3aBeIeHUS
IS TIALIMEHTOB C OPTONEANYECKOM ITaTOJIOTUEN, OPTOIIE-
nuyeckue caHatopuu. OCHOBHas 11eJIb KOpceTa — MaKCH-
MaJIbHO 3aMEJIUTh WJIM OCTAaHOBUTH IPOrPEeCCUPOBAHUE
JedopMaly MO3BOHOYHMKA.

IIpu orcyrcTBUM 3dekTa MOCIAeTHUM ITAIIOM OCTa-
eTcs Xupyprudyeckoe yiedeHrue. OHO IMTPOBOAUTCS B ClIyya-
SIX Cepbe3HOi AedopMaliiy, Ipyu ee IPOrpecCUpoOBaHNUH,
0COOEHHO KOTAa BO3HUKAET HapylleHue (PyHKIMU pado-
Thl BHYTPEHHHMX OPTaHOB — IbIXaTEJIbHOW M CEpAeYHO-
COCYIMCTOM CUCTEM U IP.

Kaxoit mpedyemcs monumopune?

Ecnmu ectb momo3peHue Ha pa3BuTHe aedopmaliuu
TMO3BOHOYHMKA, TO TIPeXIe BCero HeoOXoauMa KOHCYIb-
Talus Bpaya-opToliena, KOTOPBIM mpoBeneT (pu3rKaib-
HBIII OCMOTP M Ha3HAUYMT BCE HEOOXOMUMBIE HTOMOJIHU-
TeJIbHbIE 00C/IeIOBAHMSI.
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Kak coxpaHuTh 310pOBbe KOCTEIi MOC/ie nepeHeceHHOro
3JI0KA4€CTBEHHOro 3a00/ieBaHNs B IETCKOM Bo3pacrte?

KocTHast TKaHb HaXOAUTCS B COCTOSIHMM ITOCTOSIHHO-
ro usdMeHeHus:. OIHOBPEMEHHO IPOUCXOIAT 2 TMPOTU-
BOITOJIOXKHBIX IIpOliecca: KOCTeoOpa3oBaHWE M KOCTHast
pe3opbuus (pa3pylieHue), oT 6ajlaHCa KOTOPBIX 3aBUCSIT
KA4yeCTBO U IIPOYHOCTb KOCTU. AKTUBHBIN HabOp MaccChl
KOCTHOM TKaHU MPOUCXOIUT B IETCKOM 1 MOAPOCTKOBOM
Bo3pacTte, gocturasg makcumyma K 20—30 romam. ITocne
JOCTVKeHUS muKa 10 35—40 eT KoCcTHasl Macca OCTaeTCs
MPaKTUYECKM HEU3MEHHOI, TI0C/Ie YEro HAaUMHAET ITOCTE-
IEHHO YMEHbIIAThCS.

OnHako IoTepsi MPOYHOCTU KOCTU MOXET BCTPEUYaThCst
U B 060Jiee paHHEM BO3PACTe Y M3/IeYEHHBIX OT 3/I0KAYeCTBEH-
HOro 3a00JIeBaHUSI MALIMEHTOB M3-3a OIPEIC/ICHHbIX BUIOB
MPOTUBOPAKOBOIA Teparuu. ITotepsi IpOYHOCTH KOCTH MOXKET
MPUBECTU K OCJIOXKHEHMIO, U3BECTHOMY KaK OCTEOIIOPO3.

Ocmeonopo3: muxas 601e3Hb

OcTteonopo3 — 3TO MeTaboiauyeckoe 3aboyieBaHUe
CKeJleTa, KOTOPOe XapaKTepU3yeTcst CHIDKEHUEM KOCTHOM
MacChl, HapylleHHEeM MUKPOAPXUTEKTOHMKN KOCTHOM
TKaAHM U, KaK CJICACTBUE, MepeoMaMu IIpYU MUHUMAJIb-
HOIi TpaBMe. Y OOJIbILIMHCTBA MAllMEHTOB HET CUMIITOMOB
3a00/ieBaHUsI, OCOOEHHO Ha pPaHHUX CTagUsIX IPOlieC-
ca. Haubomee TUIMUYHBIMU TMepeiOMaMU BCJIEICTBUE
OCTEOIIOpO3a CUMTAIOTCS IIEPEJIOMBI 1lIeiiKK Oeapa, 3arisi-
CTbSI U IIEPEJIOMBI TeJI ITIO3BOHKOB, HO TAKXKe pacIiipocTpa-
HEHBI MIepeIoOMbl APYTUX KPYMHbIX KOCTel ckeneTa (Tasa,
pebep, TPyauHBI, TOJEHH, IUiedyeBoil KocTu). OcTeoro-
POTUYECKUE TIEPEIIOMbBI MOTYT BO3HUKHYTD IPU HaAeHUU
C BBICOTbI COOCTBEHHOIO POCTa, HEJOBKOM IBMKEHUMU,
Kalllle, YUXaHUU U BOOOIe 6e3 BUAMMOIO TpaBMaTHYe-
CKOT'O BMEILIaTeIbCTBA.

Kax duaenocmupyemcs ocmeonopo3?

XOTsI OCTEOITOPO3 U MOXKET OBbITh 3aIT003PEH HA OCHO-
BaHUM X100 (CUMIITOMOB) MalIMeHTa U (DAaKTOPOB pHCKa,
JIMarHO3 YCTAHABJIMBAETCSI HAa OCHOBAaHMM W3MEHEHMIA
IUIOTHOCTA KOCTHOM TKaHU C IOMOIIBIO CIIELIUAIbHOIO
PEHTIEHOBCKOI'O MCCIIeOBaHUsI, KOTOpPOE Ha3bIBaeTCs
DXA — nByxasHepreTuueckas peHTTeHOBCKasl JeHCUTOME-
Tpust. DTO UCCIEIOBAaHKE HE 3aHMMAaeT MHOIO BPeMEHHU,
I03BOJISIET YCTAHOBUTh MJIU IIOATBEPAUTD IUArHO3 OCTEO-
I0po3a, CIIPOrHO3MPOBATh PUCKU IIEPEIIOMOB, HAOJII01aTh
3a IMHAMUKON COCTOSIHMSI MAllMEHTOB Ha (poHe Tepanuu
WK 0e3 JeUeHus.

IMamyeHTBI ¢ OCTEONOpPO30M JOKHBI  OOCYIUTh
TepaneBTUYeCKKME OILMKM CO CBOMM JieYalllMM BpPadoM.
JlekapcTBeHHbIE Mpenaparthl IS JIEYEHHUSI OCTEOIIopo3a
MMPEeUMYIIECTBEHHO IIOAABISIOT KOCTHOE pa3pylleHHUe
(6ucdochoHaThl), TaKKe CYIISCTBYIOT Ipernaparsl U IS
YCUJIEHUSI KOCTeOoOpa3oBaHMsI.

Kaxue paxmopot pucka pazeumus ocmeonoposa cyuie-
cmeyrom?

OcTteonopo3 Hauboiee YacTO BO3HUKAET Y JIOACH CO
CJEIYIOIIMMU XapaKTePUCTUKAMU:

*  JKEHIIMHBI (0OCOOEHHO I10CJIe MEHOIIAY3hI);
*  TeHeTMYecKas IMpeapacIoNoXEeHHOCTb K OCTEO-
IOpo3y;

e Oenble (eBPOMEHIIbI) U a3MAaTCKUE JIIOIU HEBBICO-
KOT'O POCTa C XPYNKHUMU KOCTSIMU;

e JIMIIA CTapIllero Bo3pacTa.

VYBeIUUUTH PUCK Pa3BUTHS OCTEONIOPO3a MOTYT CJEAY-
1o1ue hakTophbl:

*  KypeHue;

*  JIMETa C HU3KUM COIAEPXKAHUEM KaJIbLIUS;

*  HemoCTaToYHas (hu3nyeckasi Harpyska;

*  ynoTpebyieHHe OOJIBIIOro KoJuuecTBa KodenHa,
AJIKOTOJISI WUIM Ta3MPOBAaHHOI BOJIBI;

e 1ueTa ¢ OOJIBIINM KOJTUIECTBOM COJIM.

Jlonoanumeavhole npusunsl ocmeonoposa y Atooelil, nepe-
Hecuux pax, Mo2ym eKAI4anb:

JleyeHue caemayomMu TIperapaTaMu:

*  [JIOKOKOPTUKOCTEPOUbI (TTPETHU30JIOH U ACK-
caMeTa30H);

*  METOTpeKcar;

»  JIT HakocTu, Hecyllue Bec Tesia (HUXHUE KOHeu-
HOCTH, 11IeiiKa OeApEeHHOM KOCTH, TIO3BOHKH).

OcnoxHeHusT B pe3yabraTe MPOTMBOPAKOBOIO JieUe-
HUSI BKJIIOYAIOT:

*  HU3KUI YPOBEHb KEHCKMX WA MY*KCKIX TOPMOHOB;

e nmedUIIUT TOPMOHA POCTa;

*  XPOHMYECKYIO 0O0JIE3Hb «TpaHCIUIAHTAT IPOTHUB
XO3sIMHa», TPEOYIOIYIO0 JJIUTEIbHOM Tepanuu KOPTUKO-
CTEpPOUIAMU;

*  IJIMTEJbHBINA Teproa 00e3IBMKEHHOCTHU (MOCTe-
JIbHBIM pEeXUM).

Hpyrue MeToabl Teparuy BKIIOYAIOT:

- aJIIOMUHMI (B cOCTaBe aHTaLUIOB);

- AHTUKOATYJISTHTHI (TeTIapuH);

- AHTUKOHBYJIbCAHTHI;

- MHTUOUTOPBI apoMaTashbl;

- 0apOUTYypaThI;

- MPOTUBOOIYXOJIEBbIC IIPerapaThl;

- Jero-MeAPOKCHUIIPOTeCTEePOH (ITpeMeHOIIay3alb-
Hasl KOHTpaLeIMIIus);

- JIFOKOKOPTUKOUIBI (> 5 MTI/CyT NpeaHu30J0Ha
WJTU 5KBUBAJICHTHOI J03bI B TeYeHUE > 3 MecC);

- arOHMCTHI TOHATOTPOIIMH-PUIU3UHT TOPMOHA;

- JIUTUH, UMKJIOCIIOPUH A U TaAKPOJIUMYC;

- METOTpeKcarT;

- napeHTepaJibHOE ITUTaHUE;

- MHTUOUTOPBI IIPOTOHHOM MOMITHI;

- CeJICKTUBHBIC MHTMOUTOPHI IIOBTOPHOTO 3axBaTa
CEepPOTOHMHA;

- TamMoKcudeH (MCIOJb30BaHUE B TIpeMEHOTIay3e);

- TUA30JIMIMHANOHBI (TaKKe KaK aKTOC WJIM aBaHIua);

- TUPEOUTHBIC TOPMOHBI (CYIPECCHUBHBIE 03B,
JTATENIbHO).

IlepeuncieHHbIe BBIIIE JeKaPCTBEHHBIC CPEICTBA TIPH-
MEHSIIOTCS JIJIS1 JICUSHUsI OTIpeNie/IeHHBIX 3a001eBanuii. Eciau
BbI IIPUHUMAETE J1000M U3 3TUX MIPEIapaToB, TO HE MEHSIIATE
JI03Y WIK He TpeKpallaiTe CaMOCTOSITeIbHO MIPUHUMATh 3TU
npernaparthbl 03 KOHCY/IbTallMY BaIllero Jevyallero Bpayva.

Ymo cruxcaem puck pazeumus ocrmeonoposa?

CyliecTByeT MHOTO CHOCOOOB, 4TOO CHM3UTh PUCK
Pa3BUTHS OCTEOIIOPO3a.
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Poccuiickuii xypHan JETCKOW TEMATOJIOTUY u OHKOJIOTUU

Perynsapnbie duznyeckue ynpaxxHeHUs (Xoab0a, TaH-
11bI, TTOJABIDKHBIE UTPBI) O3M0POBUTENIBHBIN Oer) momora-
10T pa3BUBATh U MOIIEPKUBATH 3MOPOBbE KOCTEM. YpaxK-
HEHMS C CONPOTUBIIEHUEM, TaK1e KaK IMOTHITHUE MaJoro
Beca, TakXke IMOMOTaloT YCUJICHUIO KOCTeH U SIBJISIIOTCS
0COOEHHO BaXXHBIMM JIJIsI KOCTeil BepxHEN 4acTu Teja,
BKIIoYass pyku u 1wiedn. Eciam y Bac ecTh mpoOJieMbl
C cepaleM MM y Bac 0OJIM B KOCTSIX M CycTaBax, 00s13a-
TEJbHO OOCYIUTE Ballle COCTOSIHUE 30POBbSI M UCTOPUIO
BallleTo JICUCHUs C JedalluM BpauyoM IO Hayaja JIOObIX
HOBBIX IPOrpamMM PU3UIECKOI HATPy3KU.

JlneTta ¢ BBICOKMM COIEPXKAaHUEM KaJlbLIUs SIBISIETCS
BaKHOI Mepoil mpoduIakTuKu octeornopo3a. Kamblmii
CONEPKUTCS BO MHOTMX MPOAYKTaX MUTaHUS, HO B pas-
JIMYHBIX KOJMYECTBaX. Tak, JYYIIMM €ro MCTOYHUKOM
SIBJITIOTCST MOJIOYHBIE TTPONYKTHI. CUMTaeTCs, YTOOBI BOC-
IMOJTHUTH CYTOUHYIO MOTPEOHOCTb B KAJbLIMU B3POCIOMY
YyeJIOBEKY HEOOXOAMMO TTOTPeOIsATh He MeHee 3 MOopiuit
MOJIOUYHBIX MPOAYKTOB B AeHb. K mpumepy, omHoil mop-
mueit cuuraercst 100 r TBopora, 200 M1 MOJIOKA MJTM KKUC-
JIOMOJIOUHBIX MPOAYKTOB, 125 T itorypra unau 30 r chipa.
KVpHOCTH MOJIOYHBIX TTPOTYKTOB HE BIMSIET HA COAepKa-
HHUe B HUX Kanblys. [IpoKoHCYabTHpYiTECh y Bpada-au-
eToJiora, KOTOPBIil MOMOXET BaM pa3paboTaTh 310POBYIO
nuety. Takke MOTYT ObITh MOJIE3HBIMU JT00aBKU Kallb-
LIMsI, OTIycKaeMble B arnTeke 0e3 peuenta. Butamun D
HEoOXOAuM [JIs1 BCAChbIBaHUS KajJblUsl B KHUIIEYHUKE
U ISl MUHEepaanu3aly KOCTHO# TKaHu. Koxa mpousBo-
AT BUTaMUH D ecTeCTBEeHHBIM MyTeM IIPpU BO3ACHCTBUU
Ha Hee cojHeyHoro cBeTa. [losyyeHne TaHHOTO BUTAMMU-
Ha U3 MMM B HEOOXOIMMOM O0BEME 3aTPyTHMUTEIbHO
B BUIY OIpaHUYEHHOIO YKMcja MPOAYKTOB, KOTOPhIE €Tro
comep:Kar B 3HAUMMOM Konn4decTBe (Tad:1. 1). B menom He
meHee 400 mexmyHapogHbix enuaul (ME) Butamuna D
(konexanplrdeposa) peKOMEHAYeTCs YIIOTPEOIISITh exKe-
JIHEBHO. YIOTpeOieHre OOIbIIOro KOJIMYeCTBa BUTAMIUHA
D MoxeT ObITh BpeIHBIM IJI1 OpraHu3Ma, II03TOMY OYeHb
BaXKHO IPOKOHCYJIBTUPOBATHCS C JIeYaIllUM BpauoM Iepen
yroTpebieHrueM mnpernapaToB ButamuHa D. PekomeHpa-
LIUY TI0 YIOTPEOJICHUIO KaJbLIMS B 3aBUCHMOCTH OT BO3-
pacTa mpeAcTaBlieHbI B Ta0J1. 2—4.

Kaxoii ckpunune pexomendyemcsa?

IMocne M3ydyeHUsT UCTOPUU BallleTO JieUeHUsT U (Pak-
TOPOB pHCKa Jieallluii Bpady MOXET ITOPEKOMEHIOBATh
BaM TIPOBECTH PEHTTEHOBCKYIO NOeHCUTOMeTpuio. Jlis

Taomana 1. Codepacanue umamuna D 6 Hekomopbix npoodykmax numanus

Jlukuii 10coch 600—1000 ME
Jlococh, BeIpallleHHbII Ha hepme 100—-250 ME
Cenbib 294—1676 ME
Com 500 ME
KoHcepBupoBaHHBIE CapaMHBI 300—-600 ME
KoHcepBupoBaHHasi Makpesb 250 ME
KoHcepBUpPOBaHHBIM TYHEIT 236 ME
Pri6uii xxup 400—1000 ME Ha 1 cT. m1OXKYy
CIMBOYHOE MacCIo 52 ME
Mosioko 2 ME
CmeraHa 50 ME
SAWYHBII KeNTOK 20 ME B 1 it
Chip 44 ME
TOBsIXbsI TeYeHb 45—15 ME

Tadmuna 2. Pexomenoayuu no adexeammomy nompebaenuio kanvuus 6 CIIA

1-3 rona 500 Mr B 1eHb
4—8 ner 800 Mr B 1eHb
9—18 ner 1300 mr B neHb
19—50 ner 1000 mr B 1eHB
50—70 et u crapiie 1200 mr B 1eHB

Ta6muua 3. BospacmHuble Hopmbl hompeOaeHUs KaAbUus

0—3 roma 700 Mr B I€HD
4—10 et 1000 mr B 1eHB
10—13 aer 1300 Mr B 1eHD
13—16 ner 1300 mr B 1eHb
JIuua > 16 ner u go 50 et 1000 mr B 1eHb

ZKeHIuHBI B MEHOTay3e UM CTap-

1116 50 16T 1000—1200 mr B 1eHb

BepemeHHbBIE ¥ KOPMSIIIUE TPYIBIO 1000—1300 Mr B 1eHD
SKEHIIMHBI

W3JICYEHHBIX OT 3JIOKAYeCTBEHHBIX 3a00JIcBaHUA B JIET-
CKOM BO3pacTe PEeKOMEHIYEeTCsT 0a30BO¢ CKaHMPOBaHME
TUTOTHOCTH KOCTHOW TKaHW NPHW TIONAagaHWW B TPYITITY
HabMoaeHus (dyepe3 2 roaa UM 6oJiee mocjie OKOHYaHUs
Tepanuun). MHULIMaIbHOE CKAaHUPOBAaHUE MOXET OBITh
HEOOXOAMMBIM IJIST TIOCJIEAYIOIIET0 MOHUTOPHUHTA TUIOT-
HOCTH KOCTHOM TKaHU Y psia MallueHTOB.
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Ta6muma 4. [Ipodykmol, seasiouuecs UCMOYHUKAMU KAAbUUS

Moaounsie npodykmot
LleapHOE MOJTOKO 1 vammka (244 r) 246 mMr 1,0
Mooko moHKeHHOI XkupHOocTH (1 %) 1 yamka (244 1) 246 mMr 1,0
O06e3KUPEHHOE MOJIOKO 1 yamka (245 r) 223 mr 1,2
HMorypt mOHMKEHHOIT XUPHOCTH, ¢ QpyKTaMu 170 v 258 mr 1,0
3&(1)1\;((;5(?;22}[1;11?1 HOTYpT, BAHWJIbHBIN, MSITKOE 1, vamxu (72 ) 103 mr 2.6
CoIp 28T 202 mMr 1,3
ChlIp macTepu30BaHHBII, ITABICHBII 21T 144 mr 1,8
ChIp pUKOTTa, YaCTh U3 00€3KUPEHHOTO MOJIOKA V5 qaniku (124 1) 337 mr 0,7
Hemo.aounsie npodyxmut
ggx)l;a; Z{ipc))léi ;(lgHCCpBI/IDOBaHHaH, OCYIIIEHHBII 851 203 Mr 1.3
Tody,Taepiut, npurorowneruli o cymugatow o (126 1 204wt 13
Bernbie 600bI MPUTOTOBIICHHBIE, CBADEHHBIE 1 vamka (179 1) 161 mr 1,6
Bpokkonu nmpuroroBieHHasT 1 vamka u3menbueHHbBIX (156 T) 62 mMr 43
i};lg;f;a;}gznycm TIPUTOTOBCHHAs, CEAPCHHAS, 1 vanika uzmenpueHHoit (190 r) 266 mr 1,0
TymeHas acosib, KOHCEPBUPOBAHHAS 1 vyamka (253 r) 127 mr 2,1
TToMuOpbl KOHCEPBUPOBAHHBIE, TYIIEHBIE 1 yamka (255 r) 87 mr 3,0
IIpodyxmol, o6ocawennvie Katvuuem
O6orallleHHbI! KaJIbIIUeM areJIbCMHOBBIM COK 1 vaka (240 M) 300 mr 0,9
ButaMUHU3MPOBAaHHbIE XJIOMbS [UISI 3aBTpaKa ¥ — 1 vamka (30 1) 100 mMr 2,6
ﬁz;;;};z;; g:;l{z; gzlcmoro [PUTOTOBJICHMSI, BUTA- et ({177 ) 65 Mr 41
CoeBoe MOJIOKO, 000raleHHOE KaJbLIueM 1 vamka (240 mur) 200—500 mr 0,5-1,3

Cratbs moctynuiia B peaakiuio: 27.08.2019. I[MpunsTa B mevats: 02.09.2019.
Article was received by the editorial staff: 27.08.2019. Accepted for publication: 02.09.2019.
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MoKanbHad HoAyNApHaA runepnna3ud neYyeHu Kak nosnHee
OCNOXHEeHUe, BO3HUKaKoWee Nocine aymonoruyHoi
mpaHcnaaHmayuu remMono3muyecKux CmBoJIOBbIX KNeMoK y aemei
C Helipobnacmomoil (KnuHuyecKud cnyyaii u 063op numepamypbl)

I.B. Caroan!, T.B. IlTamanckas?, JI.}O. Kayanos?, T.H. I'ian®, A.B. @uun’,
M_.A. Pakos*, E.B. ®eokrucrosa’, 10.H. Jlukaps?, C.P. Bapdoaomeepa’
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Konmarxmmuute dannvie: lapux bapucosuu Caeosan sagoyan-garik @mail.ru

Dokanvuas Hooyaapnas eunepnaasus (DHI) — pecenepamugnoe o6semHoe 00pasoeanue neueHu, KOMopoe Moxicem 603HUKAMb KAK c1e0-
cmeue peakyuu 2enamoyumos Ha N0KAAbHble COCYOUCmble HAPYUIeHUs KPOBOOOPAUeHUs U S8ASMbCS OOHUM U3 NO30HUX OCAONCHEHUL
Y OO0AbHBIX, NOAYMUBUIUX BbICOKOOO3HYI) XUMUOMEPANUI ¢ NOCAeOyouel MpPaHcnianmayueli eeMonO3IMU1ECKUX CME0A08bIX KAEMOK.
B dannoii cmamove npedcmaeneno onucanue 2 kaunuueckux cayuaes pazeumus OHI newenu y nayuenmoe ¢ Helipodaacmomoil epynnol
BbICOK020 PUCK A, BbIBACHHOU HA NO3OHUX CPOKAX OM OKOHHAHUS cheyuduueckoeo aeverus. Boamooicnoii npuuunoi pazeumus ©HIT neuenu
Y OaHHBIX NAYUEHIM08 M02A0 ObiMb UCHOAb308AHUE ANKUAUPYIOWUX npenapamos (ugocgamud, mpeocyrvgan, 6ycysvghan, meaganran).

Karouesnie caosa: neiipobracmoma, demu, aymonocuyHas MpancHAAHMAaYUs 2eMONOIMUYECKUX CBON0BbIX KAEMOK, NO30HUE 0CA0NCHE-
HUsl, YOKANbHAs HOOYAAPHAS 2UNEPRAA3US NeYeHU

Jlasa wumuposanus: Cacosn I.6., Illamanckas T.B., Kauanoe JI.10., Tarsn T.H., Quaun A.B., Paxoe M.A., @eoxmucmosa E.B.,
Jluxape F0.H., Bapgoromeesa C.P. Pokarvhas HOOYAApHAS 2UNEPHAG3US NeYeHU KAK NO30Hee 0CA0NCHEHUE, B03HUKAIOUee NOcae aymo-
N02UMHOL MPAHCAAGHMAUUY 2eMONOIMUMECKUX CIBON0BbIX KAEMOK Y Oemeli ¢ Helipobaacmomoil (KauHuueckuii cayuaii u 0030p aumepa-
mypot). Poccutickuii scypran demckoii eemamonoeuu u onkoroeuu 2019;6(3):94—102.

Focal nodular liver hyperplasia as a late complication that occurs after autologous hematopoietic stem cell transplantation
in children with neuroblastoma (clinical case and literature review)

G.B. Sagoyan’, T.V. Shamanskaya®, D.Yu. Kachanov’, T.N. Galyarn’, A.V. Filir’,
M.A. Rakov’, E.V. Feoktistova?, Yu.N. Likar?, S.R. Varfolomeeva’

!Research Institute of Pediatric Oncology and Hematology of N.N. Blokhin National Medical Research Centre of Oncology,
Ministry of Health of Russia; 23 Kashirskoe Shosse, Moscow, 115478, Russia; *Russian Scientific Center of Surgery named after Academician
B.V. Petrovsky, Ministry of Health of Russia; 2 Abrikosovsky per., Moscow, 119991, Russia; ’Bryansk Regional Children’s Hospital;
100 Prosp. Stanke Dimitrova, Bryansk, 241033, Russia; *Dmitry Rogachev National Medical Research Center of Pediatric Hematology,
Oncology and Immunology, Ministry of Health of Russia; 1 Samory Mashela St., Moscow, 117997, Russia

Focal nodular hyperplasia (FNH) is a regenerative volumetric liver formation that can occur as a result of the reaction of hepatocytes to local
vascular circulatory disorders and is one of the late complications in patients who received high-dose chemotherapy followed by hematopoietic
stem cell transplantation. This article presents a description of two clinical cases of development of liver FNH in patients with high-risk
neuroblastoma identified in the late stages from the end of specific treatment. A possible reason for the development of liver FNH in these
patients could be the use of alkylating drugs (ifosfamide, threosulfan, busulfan, melphalan).

Key words: neuroblastoma, children, autologous hematopoietic stem cell transplantation, late complications, focal nodular liver hyperplasia

For citation: Sagoyan G.B., Shamanskaya T.V., Kachanov D.Yu., Galyan T.N., Filin A.V., Rakov M.A., Feoktistova E.V., Likar Yu.N.,
Varfolomeeva S.R. Focal nodular liver hyperplasia as a late complication that occurs after autologous hematopoietic stem cell transplantation in
children with neuroblastoma (clinical case and literature review). Russian Journal of Pediatric Hematology and Oncology 2019;6(3):94— 102.
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Beenenue
Heiipobmactoma (HB) — 5>MOpuoHaibHas ory-

Hb xapaktepu3yeTcsi KIMHUYECKOU reTepOreHHOCThIO:
5-7eTHAS 00IIasg BBDKMBAEMOCTb Kosiedsercsa ot 95 %

XOJTb CUMITATUYECKOW HEPBHOW CHUCTEMBI, COCTOSIIAS
n3 HeauddepeHIIMPOBAHHBIX HEWPOIKTOIEPMATbHBIX
KJIETOK, TEePBOHAYAIbHO TPOMCXOISIIUX M3 HEPBHOTO
rpedemika. Hb — Haubonee yactas skcTpakpaHUATIbHAS
COJIMTHASI OITyXOJTh JIETCKOTO BO3pAacTa, €€ BCTPEYaeMOCTh
cocranysieT 8—10 % Bcex 3710Ka4eCTBEHHBIX HOBOOOPa30-
Banuii (3HO) B Bo3pacte 0—14 yret [1-3].

y TIAIIMEHTOB TPYIIIbI HAOTIOACHUS 1 He MpeBbiiaet 50 %
y TTAIIMEHTOB TPYIITTBI BEICOKOTO prcka [4].

Takum obpa3om, y 6onbHbIX ¢ HB rpynmnbl BEICOKOTO
pUCKa pe3yJIbTaThl IeUeHUS OCTAIOTCS KpailHe HeYIO0BJIET-
BOPUTEJBHBIMU, B CBSI3U C YEM B IOCTIEIHUE HECKOJIBKO
JNECATUWIETUI BCe YCWIMS ObUTU COCPETOTOYEHBI HA 3CKa-
Jauuu tepanuu. Ha cerogHsIIHU 1eHb TaHHAs KOTop-
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Ta TALIMEHTOB ITOJyYaeT MYJIBTMMONAJIbHYIO Teparuio,
BKJIIOYAIOIIYI0 MHAYKLIMOHHYIO xuMuoTepanuio (XT),
XUpYypruyecKoe JeueHue, BbIcOKoIo3Hy1o X T ¢ mocnenyio-
1IEW ayTOJIOTUYHOM TPAHCIUJIAHTALMEN TEeMOIOATUYECKUX
ctBosioBbIX KJeToK (ayro-TI'CK), Tepanuio MeTtaiion-
OCH3WITYaHUIMHOM, MeueHHbIM ! (B-MWBI),
u aydeByto Tepanuto (JIT) (mmo moxkasaHusMm), a Takxke
HOBBIC OMOJIOTMYECKUE 1 UMMYHOTEepareBTUYECKUE IO/~
XOJIbl, BKJIIoYast ipreM 13-11c-PetrnHoeBoli KUCIIOTHI [5].

W3BecTHO, UTO Yy MaLIMEHTOB ¢ 4-i1 cTagueil 3adojeBa-
HUS MIPU JCYCHUM CTaHIAPTHBIMHU J03aMU XUMMOIIpeIa-
paToB 5-JeTHsIsI OeccoObITUiiHAsI BbhixkruBaeMOCTh (BCB)
cocTtasisieT 0koJio 10 %, HO ecii Ha 3Tarie KOHCOJIMAALII
MpUMeHUTh BhIcoKoa03HYyI0 XT ¢ ayro-TI'CK, 5-netHssa
BCB Bo3spacraet 10 30—40 % [5].

Ayto-TI'CK kak oauH M3 KOMITIOHEHTOB MYJBETHMO-
nanbHOM Tepanuu mamueHToB ¢ HB rpynmbl BeicOKOro
prcKa MOXET IPUBOIUTH B HAJbHEHIIIEM K Pa3BUTHUIO
psiia TO3MHUX OCIOXKHEHUI, B TOM YMCIe K Jo0poKaue-
CTBEHHBIM M3MEHEHUSM B IapeHXuMe IedeHu (oxab-
Has HonmyJisipHas runepiuiasust (OHT), aneHoma u ap.),
yTO I nauueHToB ¢ Hb sBisieTcst cioxHoM AuarHocTu-
YeCKOI TuiaeMMoii, TpeOylolleil mpoBeaeHUs 00cIeI0Ba-
HUS 171 UCKITIOUEHMST pelIAMBa OCHOBHOTO 3a001¢BaHUS
(MeTacTaTUYECKOTO MOpakeHus reyeHmn) [6].

®OHT — penkoe mopaxeHue rMeYeHu B IIeAUaTPUIECKON
MMOMYJISILIMY, HO C YBEIUYSCHUEM OKUIAEMOU MPOIOJIKI-
TEJbHOCTH XM3HU B KOTOPTE MalMeHToB, 60abHbIX 3HO,
®HT crana peructpuposarhcst vaie [7]. Cunraercs, 4To
9TO TUIEPIUIACTUYCCKUM OTBET Ha paHee CYIIIECTBOBABIIICE
nospexaeHue cocynos neyenu [8]. @HI, kak npasuio,
BBISIBJISIETCS CIYIaiiHO MPU TIPOBEACHUM TMHAMUYECKOTO
KOHTPOJISI 10 JAHHBIM YJIBTPa3BYKOBOTO MCCIIETOBAaHUS
(Y3W), komnbrotepHoit (KT) mau MarHUTHO-pe30HaHC-
Hoit (MPT) TtoMorpacduu opraHoB OpIOIIHOM ITOJIOCTU
(OBIT) u MoxkeT ObITh HEBEPHO MCTOJIKOBAaHA KaK pely-
nuB Hb ¢ mopaxeHuneM redeHu.

B nmanHoli cTtaThe NMpUBEIEHO OMMCAHMUE 2 KIIMHUYE-
ckux ciyyaeB pasputust @HI nmeuenu y marmenTtos ¢ Hb
IPYTIIBL BBICOKOTO PYCKA, BBISIBJIEHHOM Ha MO3THUX CPO-
Kax OT OKOHYAaHMSI CIIeIIU(PUUECKOro JICUSHUS.

Kinanyeckue Ha0oneHus

Kaununeckuit cayuaii No 1

Jleeouxa B., 6 sozpacme 19 mecsues no mecmy sicumens-
Ccmea Ha OCHOBAHUU aHAMHe3a (Nos6AeHUe IKXUMO308
6 obaacmu neeoil opbumel, acmeHnuueckui cunopom c 17
mecayes), OAHHbIX KAUHUYeCK020 ocMompa (naavnupyemoe
0bpazosanue ¢ OPHOWHOL NOAOCMU), 4 MAKICe UHCIMPYMeH-
MAbHbIX U AA00PAMOPHBIX 00CAe008aHUTL (KOCHHOMO3208bIX
nyuxyuii (KMII), Y3U OBII, KT opearnos epyoHoii knemxu
(OI'K) u OBII, MPT 201068H020 M032a), eUCMOA0UHECK OO0
U YUMOREHETUHECK020 3AKAOYeHUS YCMAH08AeH KAUHUYe-
ckuil duaeno3: HbB nesoeo naonoueunuka, 4-s cmaous no
INSS (memacmamuueckoe nopaxicenue n1eoil opoumsl, cpe-
docmeHusi, npasoeo aeekoeo). Amnaugpuxavus eena MYCN.

C yyemom eo3pacma, cmaduu 3a004e6aHUS, HAAUYUS
amnaugurayuu eena MYCN nayuenmka 6vina cmpamughu-

UUPOBAHA 6 ePYNNY BbICOKO20 PUCKA U NOAYYAAA MEPANUI0
8 coomeemcmauu ¢ npomokosom NB-2004.

B pamkax npomokona pebenwky nposedeHo 6 Kypcoé
uHOyKyuonHoli mepanuu (Kypcol N5 — @UHKpUCmuH, yuc-
naamun, 3monos3ud; N6 — eunkpucmun, ugocpamud,
dakapbasun, dokcopyouyuH,).

Cyunmuepagus ¢ >I-MHUBT na momenm nocmanog-
KU OUaeH03a He blNOAHANACL NO MEXHUYeCKUM NPUHUHAM,
snepevle 8bIN0AHEHA Nocae 3-20 Kypca HOAUXUMUOMEPAnUU
(II1XT), namonoeuueckoeo Hakonaenus paouogapmnpena-
pama (PDII) ne suviseaeno.

Ilocae 4-20 kypca IIXT nposeden aghepes nepughepuue-
ckux cmeonosvix kaemok kposu (IICKK) oas nposedenus
6 nocaedyrouem aymo-TICK.

Ilocae 6-20 kypca IIXT ebinoanero xupypeuueckoe eme-
uamenvcmeo 6 obseme 1anapomomMulL, mymopaopeHardIKmo-
Muu caesa.

Konmponavnoe obcaedosanue neped aymo-TICK, eéxaro-
uarowee Y3U OBII, KT OI'Ku OBII, MPT 201061020 Mo32a,
KMII, npodemorcmpuposano docmudiceHue o4eHb Xopouieeo
YACMUYHO20 OMEema 6 COOMEEMCMEUU ¢ MeNCOYHAPOOHbIMU
Kpumepusmu oyeHKu omeema y nayuenmos ¢ HP.

BoanvHeiiuem 6 6o3pacme 26 mecsuyes nposedeHvl 8bICOKO-
003Has mepanus (pexscum KOHOUUUOHUPOBAHUS — MPeoCyib-
gan, meaghanan) u aymo-TICK. B cpoku, npedycmompeHHvie
NPOMOKOAOM, BbINOAHEHA OUPPEPeHUUPOBOUHAs Mepanus
13-yuc- Pemunoesoii kucaomoii, cymmapro 9 Kypcos.

Koumponsnoe obcnedosanue 6 6o3pacme 37 mecsuyes
nepeod cHamuem ¢ mepanuu NOKA3AA0 NOAHGLL omeem No
OCHOBHOMY 3abonesanuro. B danvhetiuiem nposoduiuce
dunamuyeckoe HabaoOdeHue u o00caedosanue no Mecmy
Jcumenscmed.

B 6o3pacme 57 mecsauyes (uepe3 20 mec om okoHuanus
mepanuu) no danuvim kormpoavroil KT OBII, evinoanentoii
N0 Mecmy JICUmenscmed, 6 NApPeHXuMme MNeueHU 6bls6AeHbl
MHOJICECIBEHHble  PA3HOKAAUOEPHble OKpYeable 04acogble
00pa308anus ¢ YemKUMU KOHMYPAMU, SUNEPBACKYAApPHble
6 apmepuatvhyro (hazy KOHmpacmupo8arus U U300eHCUBHbLIE
6 HAMUBHYI0 U 8eHO3HYI0 (Pa3bl, 6 C8A3U C HeM pooumenu
obpamunuce 6 Koncyavbmamueroe omoenenue PIbY « HMHUI]
JTOU um. [Imumpus Poeauesa» Munzdpasa Poccuu.

B uensx uckarouenus peyuouea 3a601e6aHuUs 6bINOAHEHA
cuyunmuepagus ¢ '*I-MHUBT ¢ npomokosom «00HOGOMOH-
HAs AMUCCUOHHASL KOMNBIOMEPHAsL MOMO2PAapUsL, COBMeueH-
Has ¢ komnviomeproti momoepagueir» (ODPIKT/KT), oua-
206 namonoeutecko2o Hakonaenus POII ne eviseneno. U3-3a
OMCYmcmeus uccaedos8anus 00 Ha4aia mepanuu, Kaxk 0bL10
ykasano evuue, cyunmuepagua c '*I-MHBT nposedena
moavko nocae 3-20 6aoka I[IXT (Heeamuena), He uckAO4eHO,
umo onyxonb moaaa 6eims usnauarvho MHBT-necamuena.
s npogedenust OuggheperuyuanrvHoeo ouazrHoza Mmedxncoy
cneyuguuecKuM Memacmamu4ecKum nopalceHuem neveHu
U 000POKA1ecmMEeHHbIMU USMEHEHUAMU NeveHU Y NayueHma
nocae aymo-TICK (DHI, adenoma u dp.) évinoaneno 0006-
caedosanue: MPT OFII ¢ ucnoav3oeanuem eenamompon-
HO20 napamaeHemuka eadokcemogoil Kucaomol (puc. 1).
Ilo pezyavmamam nposedennozo o6caedosanus ybeoumens-
HbIX OQHHBIX 34 NPOPeccUpo8anue 0CHOBHO20 3a004e6aHUS
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Puc. 1. MPT ObII ¢ konmpacmuvim ycuienuem npenapamom 2a0oKcemo-
6ot kucaomol. T 1-636euiennble u300pajicenus, apmepuanvias gaza, cmpen-
Kamu yKasauvl o4aeu HaKonaenus KoHmpacma

Fig. 1. MRI of abdominal organs with contrast enhancement with gadoxetic
acid. T1-weighted images, arterial phase, arrows indicate foci of contrast
accumulation

He noayueHo. B buoxumuueckom amanuze Kposu He 0bL10
OmMeueHO NOo8blleHUs YPOBHell OUAUPYOUHA U Ne4eHOUHbIX
gepmenmos  (araHuHamuHompaHcpepasa/acnapmamamu-
Hompaucghepasa), supyconoeuteckoe oocaedosanue UCKAK0-
YUN0 HaAUYUe Y NAYUCHMKU UPYCHBIX 2eNAMUMo8.

Ha evinoanennoic MPT OFII 6 napenxume obeux doaeil
neyeHu onpeoesromes MHOMCECMBEHHble NamoaoeuyecKue
ouaeu oKpyenoil gopmol duamempom MaKcumanvro 0o 1 cm,
UHMEHCUBHO KOHMPACMUpPYouiuecs no 6cemy obsemy 0 éce
gaszvl (6 apmepuanrvHyr 2UNepUHMeHCUBHbl N0 CPABHEHUI)
¢ NApeHxXuMoil, 8 6eHO3HYH U NAPEHXUMAMO3HYH — cAa00-
2UNEPUHMEHCUBHYL, 8 2eNAMOCHeYUDUHEeCKYI0 — U30UHIMEH-
CUBHbL), UMerouwUe U30- U cAad02UNepUHMeHCUBHbLI CUSHAN
Ha T2 u T2-fatsat, uzo- u crab02uNOUHMEHCUBHDBLL CUCHAA HA
Hamusnvix T1, 6e3 npu3HaAK08 bIPANCEHHO20 02PAHUUEHUS
oupdhysuu Ha Oupdy3uoHHO-636eUEeHHbIX U300PANCCHUSIX
(Diffusion- Weighted Imaging , DWI).

Buviseaennvie usmenenus ne mpakmosaiucy KaKk mema-
cmamuuecKkue ouaeu, a coomeememeosaiu ouaernosy OHI.
Yuumvieas yoosremeopumenvnuiii comamuueckuii cmamyc,
omcymcemeue KAUHUYeCKUX ycanod, pedbeHok ocmaenen noo
JuHamu4eckum Habaro0eHuem.

B nacmosuwee epems daumenvHocms HabarO0eHUs cocma-
suna 48 mec om momenma nocmanogxu ouaznosa. Coxpaus-
emcs pemuccus no 0cHogHoMy 3abonesarnuro. Co cmopombl
8bI8NCHHBIX 04A208 8 NeUeHU OMPUUAMEeNbHOU OUHAMUKY He
8bl5181€HO.

Kaununeckuit cayuaii No 2

B koncysomamusnoe omoeaenue OI'BY «HMUI] JITOU
um. JImumpus Poeauesa» Mun3zdpasa Poccuu obpamuiuce
pooumenu desouku K., 6 nem, ¢ KauHuvecKkum OUaeHoO30M,
YCMAaHO0BACHHbIM NO MeCcmY dcumenvcmea, «HB manoeo maza
cnpasa, 1-3 cmadus no INSS, amnaugurkayus eena MYCN,
2PYNNA 8bICOK020 PUCKA», 8 CES3U C BbISIGACHHBIM OKPY2AbIM
obpazoeanuem 6 neyeHu NO OAHHBIM MYAbMUCNUPANbHOLU
KT (MCKT) OBII npu konmpoasHom obcaedosanuu yepes
33 mec om oKOHUaAHUA cheyupuueckoil mepanuu.

U3 anamnesa 3abonesanus uzeecmuo, ymo 6 603pac-
me 10 mecauee npu naanogom ocmompe 6pava-neouampa

8 NOAUKAUHUKE N0 Mecmy JICUmenbcmea npu naisnayuu
JACUBOMA B8blsA61EHO 00BEeMHOe 00pa3oeanue OpOUHOU NOAO-
cmu. Boinoaneno Y3H OBII, no danHbim Komopoeo 8visieaeHo
00semMHOe 00paszosanue manroeo masa pasmepamu 6,5 x 9,0 x
5,4 cm (06vem — 164 cm?), 6 céa3u ¢ uem peberok eocnuma-
AUBUPOBAH 8 CINAYUOHAD NO MECHY JCUMenbcmed.

IIposedeno obcaedosanue. Onpedenena KoHUeHMpPAyus
OHKOMApKepos: HellpoHcneuuguyeckas enoaasa — 38,5 He/ma
(Hopma — do 16 ne/mn), rakmamaoeeudpoeenasa — 545 EJl/a
(Hopma — do 300 E/l/n).

Boinoanena MCKT OBII, no dannbim komopoii eusyanu-
3upyemcsi obsemMHoe 00pa3o8anue mManoe0 masda pamepamu
5,7% 5,8 % 7cm (06sem — 120 cm?). Obpazosanue ¢ yuacm-
Kamu HeKpo3a u 00bI36eCmeneHUs.

Ilo dannbim mopghonoeuueckoeo uccaedoganusi KOCMHO20
Mo32a u3 4 mouek amunu4HovIX KAemoK He 8bl64eHO.

B uyenax eucmonoeuueckoil eepupuxayuu ouacnosa
BbINOAHEHO ONepPamueHoe Meluamenbcmeo. 1anapomomusl,
ouoncus onyxonu.

Tlocaeonepayuonnblii nepuod 0CA0ICHUACS PA3BUMUEM
KuUuleuHoll HenpoxooumMocmu, no dKCMPeHHbIM NOKA3AHUAM
8bINOAHEHA Onepayus; peaanapomomus, yoaienue onyxonu.
Bmewamenvcmeo 06110 UHMEPNPEMUPOBAHO KAK MAKPOCKO-
nu4ecku noaHoe yoaieHue onyxonu.

Ilo danubim eucmonoeu4eckoeo u UMMyHOLUCMOXUMUYE-
ckoeo (UTX) uccaedosanuii (onepavyuu No 1 u 2) usmenenus
CcO0mM8emcmeyom 310KaA4ecmeeHHOU ONYX0au HeUupo2eHHOl
npupodst — dupghepenvyuposanroii Hb.

Llumoeenemuueckoe ucciredosanue mMKAHU ONYXOAU
Memodom ¢hayopecyenmHoll eubpudusayuy in Situ 8bIA6UN0
amnaugurayuro eena MYCN, usmenenuii nokycos Ip, 11q e
ommeHueHo.

C yuemom eo3zpacma u cmamyca eena MYCN nauuenmka
Oblra cmpamu@uUupos8ana é 2pynny 8biCOK020 pucka u noay-
uana mepanuio  coomeemcmeuu ¢ npomoxonrom NB-2004.

B pamkax npomokosa pebenxy nposedero 6 Kypcoe
unoykyuonroii mepanuu (1 kypc N4 — uHkpucmuH, yuxao-
gocpamuod, dokcopybuyun; dasree — N5, N6).

Ilocae 5-e0 kypca IIXT evinoanen agepes IICKK, nocae
6-20 Kypca 6 eozpacme 18 mecaues nposedeHbl 8blCOK0003-
Has mepanus (pexcum KOHOUYUOHUPOBAHUS — OycyabpaH,
meagpanan) u aymo-TICK. B nocmmpancniaumayuoHHOM
nepuode pebeHOK nepeHec CenMu4ecKuil WIOK, 8bl36AHHbLI
Pseudomonas aeruginosa.

B odanvneiimem cymmapro nposedenst 9 kypcos ougge-
penyuposouroll mepanuu 13-yuc- Pemunoesoii kuciomoil.

KonmpoavHoe o6caredosanue neped cHamuem ¢ mepa-
nuu 6 eospacme 42 mecsyeé NoKazano NOAHGIL OMeem no
0CHOBHOMY 3abonesanuto. B danvneiiwem npogodunucs
dunamuueckoe Habawodenue u o0bcredoganue NO Mecmy
JCUMenbemaa.

B 6o3pacme 75 mecsauyeé (uepez 33 mec om okoHuanus
mepanuu) o OAHHbIM 04ePeOH020 KOHMPOAbHO20 00CAe0084a-
Hus 6 o6seme KT OBII 6 apmepuanvryio gpazy evisiéneH oKpy-
2nblil ouae 6 xgocmamoll doae newenu pazmepamu 1,0 x 1,3 x
1,0 cm, unmencusHO HAKANAUBAIOUWULL KOHMPACT, 8 BEHO3-
HYH ¢ha3y uz00eHCUBHbLI napeHxume nevenu, npu SmMom npu
HAmMUeHoOM Uccre0o8anuu 00pa3oeaHue He biseAsa10Ch.
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Cyunmuepagus ¢ '>I-MHUBT na momenm nocmarosxu
0uazHo3a He 8bINOAHANACY, A ObLAA NPOBEOeHA MOABKO NOCAe
6-20 kypca IIXT, no pesysbmamam Komopoi namonoeu4e-
ckoeo nakonaenus POII ne sviseaeno.

B uenax uckaiovenus peyudusa 3a601e6aHus NPpoeedeHo
o0caedosanue, 6KANHABUICE BbINOAHEHUE CUUHMUpapuUU
¢ BI-MHPBT, ouaeo6 namonoeueckoeo naxonenus POIT
8bI5181€HO He Obl0.

Pebenok KOHCYA1bMUPOBAH 8PAHOM-0EMCKUM OHKO0A020M
OIBY «HMHUI ITOH um. JImumpus Poeauesa» Munzdpa-
6a Poccuu. Tak sce, kak u 6 kaunuueckom cayuae No 1, ons
nposederuss dugpgeperyuarbHo2o duazHo3a mexncdy cneuyu-
QuuecKuM Memacmamu4ecKum nopaxceHuem u 0oopokaye-
CMBEHHBIMU UBMEHEHUAMU NeHeHU Y NaUUeHma nocie aymo-
TICK pexomerdosano 6binoaHums 0000caedoatue 8 o0veme
MPT OBII. Ilo eco pe3ysvmamam ybedumenvHvlX OAHHbIX
3a npoepeccuposanue 0CHOBHO20 3a001e6aHUs He NOAYYEHO.
JlonoanumenvHble 00cAe008aHUS MAKICe UCKAYUAU GUPY-
con02UHeCK ULl XapaKmep No8pedcOeHUs NAPEeHXUMbL NeYeHU.

Ha evinoanennoit MPT OFII c koumpacmubsim ycuieHuem
npenapamom 2adoouamuo 6 Nepeom ceemerme neveHu onpe-
densiemesi eUNePBAcKYAsIPHOe 04a2080e 00pPA308aHUe pazme-
pom 0o I cm, uHmeHCUBHO HaKanaugarouee KOHMpacmHbwlil
npenapam 6 apmepuanrvHyro ¢azy. B no3oHwow napenxu-
MamosHylo ¢azy Ha (hore HaKanaugaroueli KOHMpPAacmHulil
npenapam napeHxXuMbl ne4eHu 00pazoeanue 00cmogepHo He
onpedensiemes (puc. 2). lanHble usmeHeHUs: COOMEencmay-
tom OHT.

Takum ob6paszom, pebeHok ocmaesser nod OUHAMUYECKUM
Habato0eHueM.

B nacmosauee epems daumensHocms HabA00eHUs cocma-
euna 80 mec om momeHma nocmanosku duacnoza HD.
Coxpansiemcs pemuccusi N0 0OCHOBHOMY 3a004e6aHUI.

a 6

Puc. 2. MPT OBII ¢ kohmpacmusim ycuneHuem npenapamom 2ado0uamuo:
a, 6 — TI- u T2-e36ewennvle u300pajicenus, 6 nepeom ceemeHme neveHu
YUACMOK MUHUMANBHO U3MeHeHHoeo M P-cuenana pasmepom 0o 6 mm: nou-
JICeHHO020 (a), nogvluieHHoeo (0) — ykazansl cmpeakamu, 6 — T 1-836ewenHoe
uz0bpadicenue, apmepuanvras Gasa, ouae 8 nepeom ceemenme pasmepom 0o
10 mm axmueno pasnomepro Konum kowmpacm; e — T1-636euientoe u3o-
opadicenue, napeHxumamo3nas gaza, ouae He ouggepenyupyemcs

Fig. 2. MRI of abdominal organs with contrast enhancement with
gadodiamide: a, 6 — T1- and T2-weighted images, in the first segment of the
liver there is a section of a minimally altered MR-signal up to 6 mm in size:
reduced (a), increased (b) are indicated by arrows; ¢ — T1-weighted image,
arterial phase, the focus in the first segment up to 10 mm in size actively
accumulates contrast evenly; e — T1-weighted image, parenchymal phase,
the focus is not differentiated

Oo0cyxneHne

®HI meyeHu paccMmaTpuBaeTcs KakK Hecrenuduye-
cKasl TunepIruiacTuIecKasl peakiinsi, o0yCJIOBJIEHHAsI aHO-
MaJIieil COCYIOB MeUYeHU, U He SIBJISICTCS UCTUHHBIM OITy-
xoJieBbIM TporieccoMm. @HT npeacrasisieT cod0ii XOPOILIO
OTrpaHUYEHHOE OOpa3oBaHuEe 0Oe3 KallCyibl, COCTOSIIEe
U3 HOPMAJbHBIX TeMaTOIIMTOB, CHAOXEHHBIX KpPYITHBI-
MU apTepussMM U OKPYKEHHBIX (DUOPO3HOM CTPOMOIL
C XKeTUYHBIMU TpoToKaMu. LleHTpasbHO pacIoa0XXeHHBIN
3BE3IYAaThIi «pyOell» SIBJISIETCSI XapaKTePHbIM IIPU3HAKOM
®HT u npencraBiieH HENMPaBUILHO COPMUPOBAHHBIMUA
COCYIMCTBIMU CTPYKTYpPaMM, BKJIIOUYasi KPYITHbIC apTepUU
B OTCYTCTBHUE IMOPTaJIbHBIX BeH [9, 10].

®HI penko BcTpewaeTcst y nereil, 3a00j1eBaeMOCTb
cocrapisieT npuoau3nTenbHo 2,25:1 miH [7, 11]. OgHako
B TIOCJIEIHUE IeCATUIEeTUs y aeteii rmocie gedeHus: 3HO,
0COOEHHO MepeHeclInx JeyeHune no nosoxy Hb, ®HT
cTajia perucTpupoBaThed vaiie [7, 12].

Otnonorusg OHI HescHa, a ee maToreHes IJI0OXO U3Y-
yeH. [locTymupyeTcsi, 4TO BbI3BaHHBIE X1 HapylIeHUs
KPOBOOOpAILIEHUST B TIEYeHU, TaKKe KaK CUHAPOM CHHY-
coumanbHoi ooctpykimu (COC), MOTYT MPUBECTU K pa3-
putuio ®HI [13]. COC xapakrepusyercsi OOCTPYKLIMEN
CHHYCOUIOB, HE CBSI3aHHOM ¢ TPOMOO30M, KOTOpast MOXKET
pacIpoCTpaHsIThCS Ha IIEHTPaIbHbIC BEHB. XMMHUOIIpeIa-
paThl, B YACTHOCTH aJKWJIMPYIOIIME areHTHI, BBHI3bIBAIOT
MOBPEXIEHNE CUHYCOUIOB C IOCIIEAYIOLIEH UX 00CTPYK-
LIMel, YTO TMPUBOAMT K HaPYIIEHUIO KPOBOOOpAICHUS
B nieyeHu [14]. Ipyrum BaxKHBIM 3TUOJIOTMYECKUM (DaKTO-
poM paccMatpuaeTcst JIT, BoBiekaroiast meyeHs [10].

B uteparype nipencraBieHo onmMcaHue Kak OTASTbHBIX
KJIMHWYeCKUX caydaeB pa3sutusg OHI, Tak 1 HeGOIbIIMX
Cepuil KTMHUYECKUX HAOIIOeHUIA.

WccnenoBatenn u3 OHKOJIOTMYECKOTO MHCTUTYTA
TiocraB Pyccu (Gustave Roussy Institute, ®panius) Ha
OCHOBaHUM PETPOCTIEKTUBHOIrO aHanu3a 14 mnauueH-
toB (9 — HB, 3 — repMuHoreHHast omnyxoijp, 1 — Memy-
Jnobnactoma, 1 — capkoma KOunra) 3a nmepuon ¢ 1991 1o
2001 r. TIPOAEMOHCTPUPOBAIN, YTO €XKEroaHas 4acToTa
BcTpeuaeMoctt @HTI y nereit, panee moayyaBmmx XT,
cocrapisiet 0,45 % [7]. CpenHuii MHTEpBal OT MOMEHTA
nocraHoBky auarHo3a 3HO u o6Hapyxenuss @HI cocra-
BuJ 8,5 roga (mmanas3oH — 4—21 ropn).

V onucaHHbiX Hamu OonbHBIX pasButne MOHI kak
MO3IHETo ocJoXXHeHUs Tepanun Hb orMeueHo B HecKoJIb-
Ko Oosiee paHHUE CPOKM — 4epe3 3 U 5 JeT OT MOMEeHTa
MOCTaHOBKM nuarHo3a [7]. Takum oOpaszom, ¢ yiydiieHueM
pe3yabTaToB JiedyeHus nanreHToB ¢ Hb rpynmsl Beicokoro
pyrcKa IMpU UTUTEIbHOM TUHAMUYECKOM HAOIIONCHUM MBI
OXMIIaeM YBEJIMUSHMS YKCIa TIO3THUX OCJIOXKHEHUI, B TOM
yuciae @®HI, yro Tpebyer GOJbIIE OCBEIOMIIEHHOCTH
Bpavyeii-IeTCKUX OHKOJIOTOB, TIeANATPOB M Bpaveil Apyrux
CcreLuraabHOCTE 0 JaHHOU mpobiieme.

Ilo manHBIM JMTEpaTypbl, Haubosiee 4vacro DOHI
BBISIBJIICTCS Y JIUII XKEHCKOTO MoJjia. B Halem ciryyae ooe
3a001eBIIMe — IeBoukM [7, 15].

OpHuUM U3 (HaKTOpPOB pHUCKaA, TpeapacIioyiararoiinx
K passutuio @HI, nccrenoBarenu BBIICIWIN MpPUME-
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HEeHUE aJKWIMPYIOLIMX areHTOB M3-3a pUCKA Pa3BUTHS
COC. Tak, y 10 mauueHTOB NpUMeHSJICS OycyiabgaH,
y 9 — mendanan u y 13 — uukinodocdamun [7]. Cnemyer
OTMETHUTH, 4TO puck pazsutuss ®HI y manuenTos, nmoiy-
YaBIIMX ITPOTHMBOOIIYXOJIEBYIO TEpaluio, BKJIIOYAIOIIYIO
BBICOKOIO3HYI0 Tepanuto u ayro-TT'CK, Brile mo cpas-
HEHUIO C TpynrmamMu OOJbHBIX, y KoTopbix ayTto-TICK
HE BBINOJIHSAIACh. YOeAMTEIbHbIC J0KA3aTeIbCTBa, MOMI-
TBepXKIAlOlIye JaHHbIA MOCTYJIaT, ObLIM IOJIyYeHbI MpU
aHaJlM3e OTAAJCHHBIX PE3YyJIbTaTOB JICYCHUsI MAllMEHTOB
¢ HbB rpynmbl BbICOKOTO pricka B paMKaX paHIOMU3UPO-
BaHHOro ucciaenoBanus NB-97 Hemerkoii rpynmsl mo
sneuenunto HB [16]. B pamkax gaHHOTO IMPOTOKOJIA Mallk-
€HTbI PAHIOMU3UPOBAJIMCH Ha IIPOBEICHIE METPOHOMHOM
TepallMy IMOCJEe CTAaHAAPTHOM MHAYKIIMOHHOM Tepanuu
WM Ha BBICOKOMO3HYIO T€PaIlMiO U MOCISIYIOIIYIO ayTo-
TI'CK (pexyM KOHIWIIMOHMPOBAHUSI — KapOOIUIaTHH,
MeJdaaH, arorro3una). Yacrora passutus @HI cocrasu-
a6 % u 1 % B rpyIiie BLICOKOIO3HON U METPOHOMHOI
Tepaluyd COOTBETCTBEHHO IIpM MeAuaHe HaOJIoAeHUs
13 ner. B apyrom umccnenoBaHuu, OLICHMBAIOIIEM OTIa-
JIEHHbIE IocaeacTBus Tepanuu HB rpynmbl BBICOKOTO
pucka, ®HI 6bula auarHoctupoBaHa y 3,3 % (2/61)
MalveHTOB P MeauaHe HabIoaeHus 5,4 roaa, mpu 5TOM
000MM TTallMeHTaM IPOBOIMIOCH OOJyYeHUe OpPIOLIHOM
MOJIOCTU ¢ 3axBaToM IiedueHu [17]. B psige paboT omuca-
Ha 3HAYUTEILHO 00Jiee BHICOKAsSI Y4ACTOTA BCTPEUYaEMOCTHU
®HT y 6oapHbix ¢ HB, HabGmomamormxes 0ojee 5 et
OT MOMEHTA IOCTAHOBKU AMAarHo3a, aoxojsias no 15 %
B noarpymnmax, noaydyanimmx [TXT [18].

B omnucaHHBIX HaMU 2 KIMHUYECKMX CIIydasiX Ially-
€HTaM MPOBOAMWJIACH MHTEHCUBHAs MYyJIbTUMOJA/IbHAS
Tepanus, Bkiaoyvatomasa ayro-TTCK. Ha stanme mHmyk-
LIMOHHOM Tepanuy MCIoab30BaluCch udocdaMu, siBis-
IOIIUICS CTPYKTYPHBIM aHaJloroM IuKiaodochaMmuaa
(cayygaii Ne 1) u nuknodocdamun, udochamua (cirydait
Ne 2). Ha arane Beicokongo3Hoii XT B 000ux ciydasix mpu-
MeHsJIcs MeJidaliaH, B KauyecTBe 2-To IperapaTa B pexkKu-
Max KOHAMIMOHMPOBAHMUSI MCIOJb30Bajcsa B 1 ciydae
TpeocynbdaH, B ApyroMm — OycyinbpaH. Crienyer oTMme-
T™UTh, 4TO JIT HM OQHOMY M3 ONMUCAHHBIX HAMU OOJIbHBIX
He IIPOBOAMIACD.

Knunaunyeckas kapruHa y manmeHToB ¢ @HI xapak-
TEepU3yeTcs: OCCCMMIITOMHBIM TEUEHMEM, Yallle BCEro
oOHapyxkuBaeTcst ciydaiiHo. B 30 % cnydaeB GoJibHBIE
Xanytorcst Ha 6o7u B xkuBoTte [10].

B omucaHHBIX HAMM KJIMHUYECKUX CIIydasix M3MEHe-
HUSI TICUEeHU ObLIY BBISIBJICHBI CIIy4aiiHO IIPU IIPOBEICHUN
JIMHAMMYECKOro oocaenoBaHus 1o rnosony Hb.

K Bu3yanu3allmOHHBIM MeTOIaM OOC/IeI0BaHUs MpPU
®HT otnocsares Y3U, KT, MPT OBII. I[Ipu3zHaku, BbIsB-
JisieMbI€ MPU Pa3IMYHbIX HEMHBAa3UBHBIX METOIAX MCCIIe-
JIOBAHMSI, OINPEACIAIOTCS OCOOCHHOCTSIMU CTPOCHUS
1 KpoBocHaOXeHMs1 omyxoiu. CoBpeMeHHbIe IUarHo-
CTUYECKME BO3MOXKHOCTU B OOJIBIIMHCTBE HAOIIONCHUM
MO3BOJISIIOT YCTAHOBUTb BEPHBIN AMarHo3 u auddepeH-
uupoBatb @HI u apyrue runepBacKyasipHbIe OTYXOJIU
(TemaToLeNTIONSIPHBIN paK, aieHOMa, MeTacTashbl).

DxorenHocts @HI 1 LieHTpasibHOTO pyOlia BapbUpyeT
U MOXET BbI3bIBaTh 3aTpyaHeHus npu Y3U. Mnorna ®HI
MOXKET JIETKO BU3YaIM3UPOBATHCS B BUAE YETKO OTIPaHU-
YEHHOT'0 M303X0IeHHOro o0pa3oBaHMsI Ha (poHE Hen3Me-
HEHHO mapeHXUMbI neyeHu. OO6pazoBaHNEe MOXET UMETh
LICHTPAJIbHBIN pyOell U OTTeCHSTh IIPUJICTAIOIINE COCYIbI
TPU JOTIJICPOBCKOM CKaHMPOBAaHUU.

ITpu ocmotpe B pexxume cepoit mkansl @HI He nmeer
crierUIecKNX XapaKTePUCTUK, OIHAKO CJIeIyeT OCTa-
HOBUTHCSI HA HEKOTOPBIX OCOOEHHOCTSX BU3YyaTU3allUN
3TOr0 obOpa3oBaHMs. Kak mpaBuio, rpaHUIIBI €ro 4YETKO
ouepueHbl U O6ojiee 60 % 04aroB UMeEIOT TMIIO3XOT€HHBII
XapakTep MO CPaBHEHUIO C HE3AaTPOHYTOM ITapEHXUMOI
TEeYeHU, HO MOTYT BCTPEUYAThCs TAKXKe N309XOTeHHbIE TN
cjlerka rurepaxoreHHbie odaru. CienyeT MOAYEpPKHYTb,
YTO OIIEHKA CTEIIeH! 3XOT€HHOCTU 3aBUCUT OT COCTOSTHUS
OKpY>KaroIlel MapeHXUMBI, 1 IIPU €€ U3MEHEHUSIX 10 TUITY
creato3a miu ¢udposa ouar ®HI Gyzner BeITIsAET OOTEe
TUIMO3XOTeHHBIM. B cilydae M303X0reHHOro oopa3oBaHUs
HaJIMYMe TaTOJIOTMYECKOTo oJyara MOXKHO 3aIlol03PUTh
MPU CMEIIEHUH 1 AeopMaIiii OKPYKaIoIINX ero CTPYK-
Typ, 4Yallle BCEro Mo M3MEHEHHUIO COCYIMCTOIO PUCYHKa
neyeHu. KomrpeccroHHbI 3¢ ¢GeKT MacCUBHOIO oyara
®HTI Takke MOXeT OBITh BbIPaKE€H B ITOSIBJICHUU T'UITO-
9XOTeHHOTO rajo 1o nepudepun. be3ycnoBHO, BaxKHBIM
MPU3HAKOM TIPUHSATO CUUTATh HAIMYHE <«LEHTPaJIbHOTO
pyO1a», B KOTOPOM IIPOXOIUT IUTAIOIIAsl apTepusi, HO,
CyIsl TI0 TOCJIEIHUM JIMTePaTypHBIM HOaHHBIM, OOHa-
PYKUTBH ero yaaercst He 6ojee yeMm B 20 % HaOmoneHUin
B BUIE IIEHTPAJIbHO WIM MepuUdepruIecKr pacrooXeH-
HON OTTpaHMYEHHOM 30HBI M3MEHECHHOI MOBBIIIEHHOM
WJIN TIOHMKEHHOI 3XoreHHocTH [19].

PexxuM 11BeTOBOTO J0TLIEpa MOXKET KapTUPOBATh MHO-
JK€CTBEHHBIC apTePUM, PaauaIbHO PACXOASIIINECS B BUIE
«CIIMLI KOJIeCa» WIM «BETBEW JepeBa» OT LIEHTPaJbHOI'O
MuTalIIero cocyma. Juactonnueckas COCTaBIISIONIAS
BHYTPHMOYAroBOIO apTepUaJIbHOTO KPOBOTOKA XOPOIIO
BBIpaXk€Ha, MHACKC PE3UCTEHTHOCTU, KaK MpaBUJIO, HE
npessiiaeT 0,5, YTO CBUAETEILCTBYET O JOOPOKAUYECTBEH-
HOM XapakKTepe 00pa3oBaHMSI.

LleHTpanbHYO MMUTAIONIYIO APTEPUIO YIACTCS BU3YaJIH -
3upoBath B 75 % cilydaeB B Bue abeppaHTHOIO U3BUTOIO
COCyJla, OTXOMSIIETO OT OJHOM U3 CETMEHTAPHBIX BETBEW
COOCTBEHHOI NMEYEeHOYHON apTepuH.

Heobxonumo MOOYepKHYTh, 4YTO JMArHOCTUYECKas
3HaYUMOCTh craHgaptHoro Y3U mpu ®HI numutnpo-
BaHa M HE MOXET CIYKUTb JOCTOBEPHBIM 00OCHOBaHUEM
OKOHYATeJIbHOTO A1arHo3a.

CyIlIeCTBEHHO TMOBBICUTh JAUArHOCTUYECKYIO 3Ha-
yuMocTh coHorpadun npu ®HI moxer mccienoBaHue
C BHYTPUBEHHBIM KOHTPACTHBIM ycWieHueM. B apre-
puanbHylo ($azy MOXKHO HaOJomaThb LEeHTPUPYralbHbIi
Xapakrep KOHTpacTupoBaHus. OIHAKO HEOOXOZUMO
OTMETUTb, YTO TOMOOHBIM IMATTEPH 3aIOJHEHUS KOH-
TPAacTOM MPUCYI oyaraMm guamMeTpoM a0 30 MM U MOXeET
OTCYTCTBOBATh IMPU 0Opa30BaHUSAX OOJIBIIOrO JMaAMETpa.
KonTpacTupoBaHue nurarollieid apTepuu U ee paauaib-
HO pacIoOJIOKEHHBIX BETBeil HaOJII0daeTCs, 10 JaHHBIM
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psina aBTOpoB, cooTBeTcTBEeHHO B 20 % 1 40—90 %, nipu-
4yeM He3aBUCHMO OT 00beMa IopaxkeHus. B mopranbHyio
U TO3IHI0I BeHO3HYyIo ¢da3pl @HI' M30- i HeMHOro
TUIIEPKOHTPACTHA MHTAKTHOM MapeHXUMe, IIPU TOM, YTO
30HA LIEHTPaJIbHOrO pyola B 3TU (pa3bl UMEET TUITOKOH-
TpacTHBIN xapakrep B 20—30 % ciry4yaes.

YyscrBUuTenbHOCTh U crienuduyHocTh Y3 ¢ KoH-
TPacTHBIM YCHJIEHUEM cocTaBisioT 83 % u 98 % coorBer-
CTBEHHO, YTO ITO3BOJISIET MCIIOJIb30BaTh 3TOT METOMA KaK
IPY YCTAHOBJCHUU IEPBUYHOIO IMArHO3a, Tak U B IPO-
lecce AMHaMu4eckoro HabmoaeHus [20, 21].

Hnsa quardoctuky @HIT HeoGxoaMMO UCIOJIB30BaHME
KT OBII ¢ mMHoOrodasHbIM CKaHUPOBAaHMEM, BKJIIOYa-
IOIIMM OECKOHTPACTHOE MCCJIEIOBAHUE, apTepUalbHYIO
dazy (3agepxkka 25—35 ¢), mopTajabHYI0 BEHO3HYIO (hasy
(3amepxkka 60—70 c), orcpoueHHyl a3y (3agepxKKa
5—10 muH). Ha OeckOHTpacTHOI cepuu M300pakeHUi
00pa3oBaHNe OOBIYHO MMEET TUIO- WM M30MHTEHCUB-
HYIO TIOTHOCTb. [MITOAEHCUBHBIN LIEHTPAJIbHBIN pyOelr
BcTpeuaetrcs: B 60 % ciyyaeB oOpa3oBaHUiA ¢ pa3MepaMu
6osee > 3 cm B auamerpe. ®HI' xapakrepusyercs: BbIpa-
JKEHHBIM apTepUajbHbIM KOHTPACTHBIM YCUJICHUEM, 3a
HCKJIIOYEHMEM 30HbI LIEHTPAJIbHOIO PyolLia, COXpaHsIoLIei
TUIIOJEHCUBYIO TUIOTHOCTD. B mopranbHOM BeHO3HOI (pase
o0Opa3oBaHUE CTAHOBUTCSI I'MIIO-/M30MHTEHCHUBHBIM I10
OTHOLICHUIO K mapeHxume nedeHu. DubposHblil pydelr
JIEMOHCTPUPYET OTCPOYEHHOE HAKOIUICHUWE KOHTpacTa
B 80 % ciyuaes [22].

MPT cuurtaeTcs JydiiMM HEWMHBAa3UBHBLIM METOIOM
mnarHoctuku OHI B HacTosIee BpeMs, YYBCTBUTEIb-
HOCTh M CHEUM(PUYIHOCTH KOTOporo cocrasisior 70 %
u 98 % coorBercTBeHHO [23]. Ha T1-B3BelleHHBIX M30-

a o0
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opaxenusx ®HI nmeer M30- WM yMEpEeHHO TMITOWH-
TEHCUBHBIM CUTHAJI U TMIIOMHTEHCUBHBIA LIEHTPAJIbHbIA
pyoew B 50—75 % HabmoaeHuii. Ha T2-B3BellIeHHbIX U30-
opaxenusx OHI" 130- MM HECKOIBKO TMITEPUHTEHCHUB-
Ha, a LICHTPaJIbHBIN pyOel] — runepuHTeHcuBeH [24]. [1pu
KOHTPACTHOM MCCJICIOBAaHUM C UCITOIb30BaHUEM TeIaTo-
crieruIecKoro KOHTPACTHOTO BEIleCTBa ral0KCEeTOBOM
KHCJIOTHI OTMEYaeTcsl paHHee apTepuaIbHOe KOHTPACT-
HOE YCWIEHHE, COXpaHsIoIIeecss B OTCPOUCHHBIX (hazax
B OOJBIICH CTeNeHW, YeM HEW3MEHEHHas IapeHXuma
MEeYeHH, 3a CYCT MPUCYTCTBUSI HOPMAJIbHBIX TEIaTOLIMTOB
M aTUITMYHBIX XKEJIYHBIX KaHaIbLEeB [25].

OnHako HEOOXOOMMO YYWUTHIBAaTh OTPAaHUYECHHYIO
nocTtyrmHocTh BbimosHeHus MPT OBIl ¢ ucnonn3oBa-
HUEM TeIaTocnelndriIeckoro KOHTPACTHOTO BelllecTBa
raJioKCeTOBOI KMCIOTHI Ha TeppuTopuu Poccuu u Hamu-
YUe CTPOTUX MOKA3aHUU U1 WCIIOJIb30BAHUS B IETCKOU
MpaKTHUKE.

Cuunturpadus ¢ '23[-MUBT, o61a1ast BBICOKOi 4yB-
CTBUTEJIBHOCTBIO U CIIELIU(PUIHOCTHIO, IIIMPOKO UCIIOJb-
3yeTcsl IS OTIpeeIeHUS pacIIpOCTPaHEHHOCTH Ipoliecca
y nanmeHToB ¢ HB [26, 27]. K coxanenuio, ¢pu3noaoru-
yeckoe HakoruieHre PDII B rieyeHu 3aTpyIHSIET BOZMOX-
HOCTh TOATBEPAUTH WU OMPOBEPTHYTh HAJIMYME MeTa-
CTaTUYECKOTO TopaxXkeHus neyeHun y oonbHbIX ¢ HB [28].
be3ycnoBHO, HalnM4ue BHICOKOMHTEHCUBHOTO INMDY3-
HOTO MJIM XOPOIIIO OMpEeaeIsieMOro 04aroBoro Hakoruie-
Hust 'BI-MUBT B neyeHy Ha MTaHAPHBIX CLIMHTUTPAMMAaX
u/umn OD®DKT/KT cBUIOETEIBCTBYET O MeTacTaTUye-
ckoM mopaxkeHuu (puc. 3). OgHaKko B TeX CayJasix, Korma
pa3Mep ompenesisieMoro odara B rnedyeHu 1o gaHHbIM KT
wim MPT He npesbiliaer 1—1,5 cMm, ToaTBepauTh €ro
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Puc. 3. Cyunmuepagpus ¢ '*I-MHUBI" a, 6 — naanapusie cyunmuepammol; ¢ — ODIKT/KT-coemewennvie uzobpancenus u KT. a — evipasicennoe, dug-
py3Hoe HaKonAeHUe 8 neueHu COOMeemcmeyen mts nopasiceHuio; 6, 8 — 04a2080e HAKONAEHUE 8 NeUeHU COOMBEMCMBYen Mts NOPANCEHUIO U 8 IMOM CAyHae
XOpOowio U3y aNU3Upyemcs KaK Ha NAAHAPHbIX cyunmuepammax (6), mak u na ODIKT/KT-coemewennvix uzobpasicenusx (8), u coomeemcmeayem HaKonie-

nuto POII 6 eunodencusrnom ouaee nesoii 0oau nevenu no dannvim KT

Fig. 3. Scintigraphy with '>I-MIBG: a, 6 — planar scintigrams; ¢ — SPECT/CT-combined images and CT. a — pronounced, diffuse accumulation in the liver
corresponds to mts lesion; 6, ¢ — focal accumulation in the liver corresponds to mts lesion and in this case it is well visualized both on planar scintigrams (6)
and on SPECT/CT-combined images (8), and corresponds to the accumulation of the radiopharmaceutical
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METacTaTUUECKYI0 MPHUPOAY C MOMOIIBIO CLIUHTUTPpahuu
¢ BI-MUBI npakTHyecKu HEBO3MOXHO. BBIMONHE-
Hue mnpotokoia ODPDKT/KT Takke He OymeT HMMETb
0OJIBIIOr0 3HAYEHUs 1O TOM MPUYMHE, YTO HAKOIUICHUE
IB[-MUBI B meuenn Ha OMDKT/KT-1306paxKeHusIxX
B HOpMe orpeaenseTcss Kak nud¢y3Ho-HepaBHOMEpPHOe
¢ 0os1ee BeIpaXkeHHBIM HaKOIJICHUEM B JIEBOI noie (puc. 4)
[29]. domomHuUTeIbHO, HATUYKUE JTOXKHOMOJOXUTEILHOTIO
pe3ynbrata (IIyCTh U B €AMHUYHOM CJIydae), BHI3BAHHOIO
HecrienmduueckuM HakoruieHneMm 'SI-MUBIT npu ®HT
MeYEeHU, HEe IIOBBIIACT JAMATHOCTUYECKYI0 3HAYMMOCTD
METOJa B OLEHKE CIeLM(bUIECKOTo MOpakeHus MeYeHU
[30]. IToaTomMy masl MOATBEpKACHUS/UCKIIOUEHUS MeTa-
CTaTUYECKOro MopakeHus neyeHu y nmauueHTon ¢ HB B Tex
Cllydasix, KOrJa OCTalOTCsl COMHEHMS ITOC/ie CLUHTUIpa-
¢un ¢ 'BI-MUBI, HeobxonMMa KOPPESILUS C APYTUMU
METOIaMM HCCIICIOBaHMSI.

BaaronpusitHoe Teuenne MHT, Hu3knii prck ociox-
HEHMI, OTCYTCTBHUE MPEIPACIIONOXEHHOCTH K MaJUTHU-
3allMM OIPEIE/ISIIOT KOHCEPBATUBHYIO TAKTUKY BEICHMS
nanueHToB. K mokazaHusM mjisi IpoBeAeHUsI OIepaluu
MOXHO OTHECTHM BBIPaKEHHBIE CUMIITOMBI (00JIb), POCT
obpa3oBaHUsl M OOJIBIIIME €ro pa3Mephbl, a TakKXKe COM-
HUTEJbHbIC JaHHBIC JIy4eBbIX METONOB AMATHOCTUKU
U OMOIICUH, T. €. HajnuKe (paKTopoB, MPU KOTOPBIX HEJlb-
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351 YBEPEHHO HCKJIIOYMTh 3JI0OKAYECTBEHHbBIN XapaKTep
obpaszoBaHus reyeHu [10].

B mpencraBieHHbIX HaMU KIMHUYECKMX CIydasiX He
ObLIM OTMEUYEHbI MOSIBJICHUE KIMHUYECKOM CHMIITOMA-
TUKWA U POCT 00pa30BaHUi MPU IMHAMUYECKOM HabJII0-
JIEeHUU.

BoiBoanl

TakuM 00pa3oM, OINMCAHHbIE KJIMHUYECKUE CIIydau
JEMOHCTPUPYIOT JOCTATOYHO PEAKOE MO3IHEE OCIOXKHE-
HHUe TIpU KOMIUIEKCHOI Tepanuu HbB rpynmbl BeICOKOTO
pucka, npossisionieecs passuruem OHT.

BrisiBiieHMEe 0YaroBbIX U3BMEHEHUI B IIEYEHU Y ALK~
eHTOB, TepeHeciIux Tepanuio o nmosoay HB, mukryer
HEOOXOAMMOCTb  MpoBeldeHUs  auddepeHIInaIbLHOro
JIarHo3a IJjIsl UCKJIFOUEHMSI IIPOTrpeccuu,/pelinarBa 3a00-
neBanusd. Y3 u MPT OBII saBnstioTcs BU3yaan3alnoH-
HBIMU MeToAaMu BeiOopa ripu AuarHoctuke ®HI u nuHa-
MMYECKOM HaOJII0IeHUH 32 UBMEHEHUSIMU B IICUEHM.

Buorncus mokazaHa IpU CIOXKHOCTSIX B IIOCTAaHOBKE
JIarHo3a.

TakTuka BeleHMS IallMEHTOB C OTCYTCTBUEM CHUM-
NTOMOB — JMHAMMWYECKOe HaOmoaeHue. Xupypruaeckoe
JIeYeHUe I10Ka3aHO IMPU IIPOrpeccur 3a00JieBaHUSI WK
MOSIBJICHUU KJIIMHUYEeCKOM CUMIITOMATUKMU.

0
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Puc. 4. Cyunmuepagpus ¢ '>I-MHBT: a — naanapusie cyunmuepammol, usyaiusupyemes usuonoeuueckoe pacnpedesenue POII, exniouas pasnomepoe
@usuonoeunecku nosviuennoe nakonaenue é neweru; 6 — ODIKT/KT-coemewennvie uzodpasicenus, u3yaruzupyemcs oud@ysHo-nepagHomepHoe, pusu-
onoeuueckoe Haxonaenue '"I-MUBT 6 nevenu

Fig. 4. Scintigraphy with '?I-MIBG: a — planar scintigrams, the physiological distribution of the radiopharmaceutical is visualized, including uniform
physiologically increased accumulation in the liver; 6 — SPECT/CT-combined images, in the liver is visualized diffuse-uneven, physiological accumulation
of ZI-MIBG
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28 deBpanst — 2 mapta 2019 . cocrosiicst [lepBbrit
MEXIYHAPOAHBIA KOHIPEeCcC IO PEAKUM OIMyXOJsIM
«Penkue omyxonu. MOyHmpameHTabHBIE U KIWHUYECKUE
noctkeHus». Ha Mmeponpustiu mpucyTcTBOBaIU Ooiee
800 Bemyux poCCUNCKUX U 3apYOEKHBIX CIIEIINATICTOB.
Ero uenpio crano o0CyXIeHUEe COBPEMEHHBIX MOAXOI0B
K JUArHOCTUKE U JICYEHUIO PEIKUX OMYyXOJe pa3InyHOMi
JIOKAIU3alKu, BOMPOCOB Pa3BUTUS UCCIIENOBATEIbCKONM
NIEITeIbHOCTU B OTHOLIEHUM AAHHOU TpYIIbl 3a00JieBa-
Huii. Poccuiickue u 3apy0exXHbIe 3KCIEePThI MPeICTaBUIN
KaK pe3yJbTaThl JICUEHUS OTIAEIbHBIX HO30JOTMYECKUX
dopM, TaKk U COBPEMEHHYIO CTPATETHMI0O ONTUMU3ALUU
Tepanuu peakux omyxojeir B Poccuiickoit @eneparuu
U 3apyOeXHBIX CTpaHaX, B YaCTHOCTU B EBpore.

ITporpamma koHdepeHIIMM BKJIOYada B cebds cec-
CUU, MOCBSIIEHHBbIE BOMPOCAM JIUEHUS] U JUATHOCTUKU
CApKOM MSITKMUX TKAHEW, OIyXOJEWd KOCTEW, MEJAaHOMBbI
U APYTUX OIMYyXOJeH KOXMW, PEAKUX OMYyXOJeH Xeayaou-
Ho-kuieyHoro tpakrta (2KKT), yporeHuTaabHOro Tpak-
Ta, OIyXOJIE TOPAKAJIbHOM JIOKAIU3ALUX, LUEHTPAIbHOU
HepBHoi1 cuctembl (L[HC), a Ttakxke peakux omyxojeit
MOJIOBOI CUCTEMBI.

B mepBblii 1eHb KOHTpecca COCTOSIACH LIEPEMOHUS
OTKPBITHUS, TTOCJIE YETO CTAPTOBAJIA CECCUSI, TOCBIIIEHHAS
BOMPOCAM JICUEHUSI CAPKOM MSITKHUX TKaHEW U KOCTEM.
Csoit poknan mpencraBun mpodeccop Paolo Casali
(Utanust), 0603HAUMB OCHOBHBIE HAIPABJICHUS UCCIE-
JIOBAaHU B OTHOLIEHUHU IPYMITbl NALIMEHTOB C cCAapKOMaMu
pa3IMYHONM JJOKAIU3alMu Ha Tepputopuun EBpomneiickoro
coro3a. B paMkax maHHOI ceccuu OOCYXIAIUCh BOMPO-
Cbl UMMYHOTEPANIUU CAPKOM MSTKUX TKAHEW, TeHETUKU
PEOKUX ME3EHXUMATbHBIX OMYyXOJel, YaCTHbIE BOMIPOCHI,
MOCBSILIEHHbIE CBETIOKJIETOYHON capKoMme, MEPBUYHBIM
CcapkOMaM Cep/lia, SIUTETUOUTHON capKoMe, aHThOocap-
KOME, a TakXXe€ COBPEMEHHBIE BO3MOXHOCTU TapreTHOM
TepanMyu TaCTPOMHTECTUHANbHBIX ormyxonei. Cremy-

folasi ceccusi B paMKax TEepBOTO JHS KOHTpecca Obuia
MOCBSIIIIEHA BOMPOCAM JAUATHOCTUKU W Teparuu PenKux
(bopMm MenaHoMBI U oryxoseit Koxku. Co BCTyNUTETbHBIM
cinoBoM BeicTynuil Tipodeccop JI.B. Jlemunos (Mockga),
KOTOPBII 0XapaKTepu30BaJl OCHOBHbBIE TIPOOJIEMBbI BeJle-
HUSI TIAIIMEHTOB C TAHHOU HO30JI0THEN B COBPEMEHHOM
MUpE.

Bropoit neHb kKoHTpecca BKJIIOUan B cebsl ceccuw,
MOCBSIIIIEHHBIE BOTIPOCAM PEIKUX OITyXOJiel YypOTeHU-
TaJTbLHOTO TPaKTa U TIOJIOBOW cuUCTeMbl. B ero 3aBepiie-
HUU COCTOsUIach ceklus 1o penkum omyxomnsim [ITHC, Ha
KOTOPOi1 00CYKIaTCh BOMTPOCHI MOJEKYJISIPHON TEHETH -
KW U TapreTHOU Tepanuu mnepBUYHbIX omyxoseir [IHC.
ITo okoHuanuu ceccuu rpe3unieHT EBpornetickoii accorm-
auuu HelipooHkosoroB (European Association of Neuro-
Oncology, EANO) Maptun Ban nen benrt (Hunepnanasr)
pacckazan 00 OCHOBHBIX HallpaBJIeHUsX TMpoekTta Rare
Cancer in Europe.

Tpetuit neHb KOHTpecca CTapTOBall C OOCYXIEHWS
penxux omyxosieit 2KKT. Bosblioil nHTepec mnpeacras-
Jisla  ceccusl, TIOCBSIIEHHasT Op()aHHBIM  OITYXOJISIM
TOJIOBBI M 1IIeW, KOTOpasl TpoIlijia MO TpeacenaTeb-
ctBoM akageMuka PAH E.JI. YoitH3zoHOBa, mpodeccopoB
A.Il. TlonsikoBa u A.M. MynyHoBa. B pamkax ceccuu
OBLTM TIPE/ICTaBICHBI COBPEMEHHbBIE TTPOOIeMbl OKa3aHUS
CTIEIMAIN3MPOBAHHON TIOMOIIM TAlMeHTaM ¢ opdaH-
HBIMM OITyXOJISIMUA TOJIOBBI M TIIEW, OCBEIIEHbI YaCTHBIE
BOIIPOCHI IMATHOCTUKY U JIEYSHUsT CTE3MOHENPO0IacTO-
MbI, CMHOHA3aJIbHOTO HenuddepeHIIMpoBaHHOTO paka,
naparanriamoMbl, NUT-kaplimHOMbl 00JaCTU TOJOBBI
W LLIEU U Jp.

3aBepmiatoniasi ceccusi TpeTbero MHs cOKycupoBa-
Jlach Ha OKAa3aHWU CTIeIIUAIM3UPOBAHHOM MTOMOIIIY Al -
€HTaM C PeAKUMU OIMYXOJISIM TOPAKAJTIbHOM JIOKATU3ALUU.
Bosbiioe  konMuecTBO COOOIIEHUI B paMKax JAaHHOM
ceccuu ObIIO TTOCBAIIEHO OTyXoJisiM TuMyca. Kpome 3To-
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ro, npogeccop M.II. Tep-OBaHecoB B CBOeM IOKJIaae
0o0paTWJ BHUMaHUE Ha TaKylo I'PYITy 3a00jieBaHul, KaK
CapKOMBI JIETKMX C aKIICHTOM Ha X MOP(hOJOruyecKue
TUITHI 1 ocobeHHocTH Tepanuu. [Ipodpeccop B.T. [Tumnk
pacckasaa 0 COOCTBEHHOM OITBITE B OTHOIIIEHUM BOCTIa-
JIUTEJIbHBIX TMCEBOOOIIYXOJIE TOpaKaJbHOM JOKajlu3a-
LU, TIOJUYEPKHYB HEOOXOAMMOCTH MpOBeAeHUS IU(-
¢epeHIIMaIbHOTO AUarHo3a MEXIy BOCHATUTEIbHBIMU
muopubpoodaacTuueckumu omnyxoiasmu u  IgG4-ac-
COLIMMPOBAHHBIMU 3a00JIeBAHUSIMU JIETKUX, KOTOPBIC
HUCTOPUYECKU PACCMATPUBAIOTCS B CTPYKTYpPE BOCITAIM-
TEJbHBIX IICEBIOOITYXOJei, HO SBISIOTCS OTAEJIbHBIMU

N

HO30JIOTUYECKMMHU €IMHUILIAMU U TPEOYIOT pa3IMYHBIX
MOIXO0I0B K Tepariuu.

CremyeT OTMETUTD, YTO HECMOTPSI Ha TO, UTO B paMKax
KOHTrpecca 00CYKIaJIoCh JICUEHUE B3POCIBIX IMallMeHTOB
C PEIKUMU OITyXOJISIMU, IPOIEMOHCTPUPOBAHHBIC HaH-
HbIe OECCIIOPHO TPEACTABISAIOT 3HAYMTEIbHBIM MHTEPEC
M JUTSI Bpaueii-IeTCKMUX OHKOJIOTOB-TeMaTo10T0B. CBSI3aHO
3TO, B IIEPBYIO OUYepeib, C OTCYTCTBUEM IS OOJIBIIIMHCTBA
peIKUX OITyXOJIell «B3pOCJIOro» THIIA, Pa3BMBAIOIINXCS
y IeTell ¥ MOAPOCTKOB, CTAHAAPTOB TepalMi U HEOOXO-
JUMOCTBIO 3KCTPANOJMPOBATh OIBIT, HAKOIUIEHHBIN BO
B3pOCJION MPaKTUKE, Ha TIeAUATPUICCKYIO TTOITYJISIIIHIO.

S WINVIONIZY] nonnucka na myphan pna cmpan CHY

4

VYBaxaemble KOJJIETHd, TMOSBWIACH BO3MOXKHOCTD
opopmuts INJIATHYIO mnomnucky Ha «Poccuiickumit
JKypHaJ JeTCKOl reMaTojioruu u oHkojgoruun» (P2XK/ATu0)
JUJIsI cTpaH OykHero 3apyoexbss 1 CHI!

Bbl MOXeTe BOCIOJIb30BaThCsl JIIOOBIM  YIOOHBIM
peCcypcoM [UTsl OHIaitH-0(OPMIICHUST TaHHOM YCITyTH:

» www.pressa-rf.ru — oUIIMaTbHbBIN CAT 00BETUHEH-
Horo karayiora «IIpecca Poccun»;

* www.press-med.ru — MHTEPHET-Mara3uH MeIuIIUH-
CKUX KHUT ¥ MPOhHeCcCUOHATBHON IMTePUOINKHI LTSI Bpadeid;

* www.akc.ru — areHTCTBO IO PAaCHpOCTPAHEHUIO
3apyOCKHBIX M3TaHUMA.

Wnu npuiitu B moboe otneneHue [loursl Poccum
u odopmuth moanucky no karanory «[Ipecca Poccum».
Wunexc muzmanust — 93505.
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JI.A. [lypHoB: Ha nymu Kk 90-nemuto co AHA poxaeHusa

JleB AdbpamoBuy Jlyp-
HOB poamics 21 nekadpst
1931 . B Mockse. Oterr —
Abpam JIbBoBUY [lypHOB
(1905—1984),  wmsBecT-
HbIA  MHXEHEP-XUMUK,
Jaypeat CraauHCKOM
npemun. Matb — bacs
ApoHOBHa JypHoBa
(1906—1987), rnaBHBIA
Bpau MTOJTUKJIMHUKH.
Cynpyra — BanentuHa
IpuropreBHa JlypHoBa
(pomunace B 1937 1).
B 1948 r. JI.A. dypHoB
noctynmua B 3-it Moc-
KOBCKUIM MeAULIMHCKUI
WHCTUTYT, KOTOPbI
B 1949 . ObT mepeBe-
neH B Pazanb. B 1950 «.
JILA. lypHOB BO3BpalliaeTcs B CTOJMUILY U B 1956 I. oKaHYU -
BaeT 2-it MockoBckuii MenuimHCKuii tHCTUTYT (MOJIMI)
M. U.B. Cranunaa. B 1958 . oH moctymuia B 3a04HYIO
acniupaHTypy no neaguatpuu 2-ro MOJIMU. ITo okoHya-
HUU UHCTUTYTa paboTaJll B CeJIbCKOM paliOHHOM 00JbHULIE
cena YabsiHoBo Kanyxckoit oonactu (1956—1959). [lanee
pabotan B 1-ii leTcKoit KTnHn4ecKoii 00abHUIIe MOCKBBI
(HbIHE MOPO30BCKOI1) — CHauaja OpaMHaTopoM,ac 1962 .
3aBeNyIOIIMM XMPYPrUYecKuM otaeaeHueMm. B 1962 r
3aIIUTIT KaHAUAATCKYIO IHUCCEpTaIio Ha TeMy «Jlede-
HHUE MUKPOC(EPOIMTApHOL aHEMUM Y IETCii».

B sanBape 1962 r. opraHM30Bajl M BO3[JIABUJ IIE€pBOE
B CCCP nerckoe OHKOJIOTMUECKOE OTAeJIeHrEe, KOTOpoe
pacnojoxmiIoch Ha6ase Mopo3oBckoii 601bHuULBL. B 19651
OTIe/IeHre BolLIo B MHCTUTYT 3KCIepUMEHTAIbHOM
n ximHudeckoir onkonorun (MBuKO AMH CCCP),
B Hacrosiee BpeMst — HM UL onkonorvu um. H.H. broxuHa.
JleB AGpamoBUY ObLT TIpUTJIALLIEH Ha JTOJDKHOCTh PYKOBO-
nutend otaeneHus mmaHo H.H. baoxuHbiM.

B 1966 1. OH 3alIUTUI JOKTOPCKYIO AUCCEPTALIMIO Ha
teMmy «Jleuenue omyxonum Buabmca y mereii», B 1968 .
nojyuui 3BaHue mnpogeccopa. B 1976 1. Ha HOBOIi Tep-
putopun OHIL AMH CCCP Oblin opraHM30BaHbBI
2 KJIWHWYECKUX OTHCICHUS: OHKOJOTUYECKoe (PYKOBO-
nutenb — podeccop JI.A. JIlypHOB) 1 TeMaTOJIOTMIeCKOe
(pykoBomutenb — mpodeccop JI.A. MaxoHOBa), a TaKxKe
MMOJUKINHUYECKOE OTIEJICHUE C IPUEMHO-CMOTPOBBI-
M Ookcamm (pykoBomuTenb — K.M.H. JI.I. Ps3aHoBa),
BIIOCJIEACTBUU — OTHEN JIETCKOU OHKOJOTMU, KOTOPBIA
BosrnaBwia JI.A. JlypHoB. B 1989 r. Ha 0a3e otrmeneHuUit
(oTmena meTcKoit OHKOJ0TMK) ObLT opranu3oBaH MHcTH-
TYT IETCKOM OHKOJIOTMH 1 TeMaTOJIOTU, PYKOBOIUTEIEM
kotoporo cran JI.A. JlypHos. B 1990 . Jle AbpamoBua
OpraHM30Baj U BO3IJIaBWI Kadenpy IeTCKOW OHKOJIOTUMN
B Poccuiickoil MeTUILIMHCKON aKaJIeMUU TTOCIEIUTIIOM-
Horo obpa3oBaHus, HeiHe — PMAHIIO.

JLA. Jypnos (1931—2005)

OcHOBHOE HarpaBJicHUe
nestenbHocTu JILA. JlypHOoBa —
pa3paboTKa METOIOB JIMarHo-
CTUKU W JICYECHUS OIIyXOJIel
y nereil. MHorue mccieaoBaHust
MMPOBOAWINCH MM BIIEPBBIC, TaK
KaK OpraHM3allvs IePBOro OTIe-
JIEHMsI COBMaja C OpraHu3aluen
YUPEKIEHUS TAKOTO TIpouIst 3a
pyoexkoM. JIeB AOpamMoBUY 3aHU-
MaJICs aKTUBHOM XUPYPrudeCKOn
JIesITeJIbHOCTRIO. bymyun cHavana
[JIABHBIM JETCKUM OHKOJIOTOM
MockBbl, a 3aTeM IJIJaBHbIM
JIETCKUM OHKojioroM MuH3apa-
Ba CCCP, a Brnocnencrsuu
1 Munzapasa Poccun, oH ripoBo-
111 00JIb1IYI0 pabOTY O OpraHU-
3211 OHKOJIOTTIECKOM TTIOMOIITN
netsMm. Ceituac B crpanax CHT
OTHENICHUS JETCKOM OHKOJIOTMM BO3IJIABIISIOT YYCHUKU
JILA. JlypHoBa.

JleB AbpamoBuy — aBtop cBbiiie 600 HaydHBIX padoT,
B TOM 4uciie 35 MoHorpaduii, B KOTOPBIX OTPasKeHbI TTPO-
0J1eMbl 1eTCKOU oHKoJiorun. EMy npuHaaiexxut 0obliioe
YUCJIO HAyYHO-TIOMYJISIPHBIX ITyOJIMKAIIMiA B MEPUOIANKE
Ha pa3JIMIHbIC TEMbI MEIUIINHBI.

Hawnbonee 3HaunMble MOHOTpadun: 2 U3naHus y4eo-
HuKka «J/lerckast onkomorus» (1997 r., 2002 1.), «PykoBoa-
CTBO 110 IeTCKOI oHKoj1orum» (2002 1), a Tak:kKe MOHOTpa-
(buu 110 JTIeYeHMIO pa3TMIHBIX OomyXxosieit y nereid. B 1991 .
JILA. JlypHOB OCHOBajl XypHal «JleTckass OHKOJIOTHSI»
M CTaJl eTo IJIABHBIM PEIaKTOPOM.

ITon pykoBoactBom JI.A. JlypHOBa ObLIM 3alUILIEHbI
80 kanmnmarckux u 20 TOKTOpCKUX auccepramuii. B 1994 .
JleB AOpamMoBUY cTajl 4jieHOM-KoppecrnoHaeHToM Poc-
CHUICKON aKageMnu MEIULMHCKUX HayK, a B 1998 . — ee
JNEeVCTBUTEILHBIM YWICHOM.

JleB AGpaMoBMY ObLT aKaJeMUKOM AKageMUU MEXKIY-
HaponHoii nHgopmaimu (1995 1), EpeBanckoii akagemun
xupypruu (1998 r.), mpeacenarenaemM pooOIeMHON KOMIUC-
cum 110 netckoit onkojoruu npu PAMH (1970 1), mipe-
3uaeHToM JleTckoro mpoTuBopakoBoro ¢goHma (1985 r.),
SIBJISTICSL TIpe/iceqaTesieM IpoOJeMHON KOMUCCHU CTpaH
COB 1o nmerckoii onkojoruu (1970—1987 rr.), uaeHOM
Komurera mo paky y aereit mpu BO3 (1971-1973 rr.),
YIeHOM TpaBieHust BcecorwosHoro merckoro ¢oHma
(1987—1991 rr).

JILA. JIypHOB — 3aciyXeHHBI nedarenb Hayku Pd
(1974 1.), naypear [ocynapcrBeHHoi nmpemun P® (19991.),
a Takke ripemuu «IIpuzBaHue».

B mamsare o JIeBe AGpamoBuue 15 Hosiops 2019 .
npoiayT mnepBble «YUYTeHUSI B JETCKOW OHKOJOIMU.
Ha nytu x 90-netuto JI.A. lypHoBa» (moapodHas nHdOp-
Malusl TpeacrtaBieHa B pyopuke «Haie coobuiectBo —
nestenbHocTs HOIIT'O»).

2019 11N
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Poccuiickuii xypHan JETCKOW TEMATOJIOTUY u OHKOJIOTUU

#HO[Aro2019

25-27 ampens 2019 . B Coun coctosuicst X Konrpecc
HOITI'O «AktyanbHble TIPOOIEMBbI U TEPCIIEKTUBBI pa3-
BUTHS JIETCKOM TeMaTOJIOTMN-OHKOJIOTMM B Poccuiickoit
denepannn», KOTOPBIA codpasl okosio 650 nejseratoB U3
Poccun u crpan CHIL ®opym cran odepegHoil Bexou
B Pa3BUTHHU NETCKONM TI'eMaTOJIOTMM-OHKOJIOTUU: B €ro
paMKax COCTOSIIIOCh OOCYXXIEeHHE aKTyaJIbHBIX TEM B Opra-
HU3ALMU MEIUIIMHCKON ITOMOIIM IETSIM C OHKOJIOTHYe-
CKMMU W TeMaTOJIOTUICCKMMM 3a00JIeBaHUSIMU, KJIMHU-
YeCKMUX PEKOMEHIAIINI 1 psiia APYTUX BaXKHBIX TEM.

B srom romy na #HOJ/II'O2019 mposByuyano 0oJjiee
250 yCTHBIX TOKJIaJOB, B KOHKYPCHOM YacTH y4acTBOBAI
71 mocTep, 4TO CTajJo MaKCUMaJIbHbIM 3HAYEHUEM 3a BCe
BpeMs mpoBeaeHus mepornpustuiit HOAT'O. Dto mokasbl-
BaeT BHICOKMI MOTEeHIIMAJ Hallleil COBMECTHOI pabOTHI.

TpagumonHo cocrosiochk BpyueHue rpemuit HOAT'O
«3a BepHOCTH npodeccun!» n 3a «JIydmnii mocTepHbINA
JOKJTIay.

OnHuM 13 Hanbosiee 3HaYMMBIX COOBITUI CTaJI0 00b-
eIMHEHNE Bpadyeli-IeTCKUX OHKOJOTOB M T'eéMaTOJIOTOB

oo (Q o

Poccuu mon ¢iarom eauMHol opraHu3auuu — Poccuii-
CKOT'O aJIbsIHCA IETCKUX FeMaTOJIOrOB ¥ OHKOJIOTOB.

Ynenwl npasaenus Hosoeo Obuwecmea — caesa Hanpaso: C.P. Bapgonomee-
6a, B.I. Iloaskos, A.I. Pymanues, b.B. Aghanacves

Board members of the new Society — from left to right: S.R. Varfolomeeva,
V.G. Polyakov, A.G. Rumyantsev, B.V. Afanasyev

C matepuanamm KoHrpecca #HOAI02019 Bbl MOXETE 03HAKOMUTLCA Ha carTe

www.nodgo.org/meeting2019

Tpemba scmpeya EBpAJ10 B MuHcKe

13—14 mag 2019 . B MuHcke (benapych) cocTosiiach
TpeTbst BcTpeua EBpa3uiickoro ajibsiHca B I€TCKON OHKO-
sorun (EBpA1O). B Heil mpuHSAIU ydyacTu Aejieratbl U3
12 crpan EBpazuu (CHI).

OCHOBHOIl TeMOli BCTpeuu cTajlo oOCyXaeHUe opra-
HU3aLUUU MEIUIIMHCKOMN MOMOIIM IETSIM C OHKOJIOTUYe-
ckuMu 3aboneBaHUSIMU B EBpa3uu B pamKax 5 KJIIOUEBBIX

HamnpasieHuit (padouux rpynn EBpAILO): ucciaenoBaHusl,
oOpa3oBaHUe, OpraHu3alus 3ApaBOOXpPaHEHUSsI, TTPaKTU-
YecKre acrheKThl MEAULIMHCKONM MOMOIIM U CECTPUHCKOE
niesno.

Crenyroliasg BcTpeya coctouTcs B okTsaope 2019 r
B Y30eKucTaHe.

Yuacmuurku Tpemveii ecmpeuu EepAJ/lO 6 Muncke
Participants of the 3rd EurADO meeting in Minsk

2019 11N



Poccuiickuii xypHan JETCKOW TEMATOJIOTUY u OHKOJOTUU

NMpesunenm HOAIO Gbin yaocmoex Opaexa
«3a 3acnyru nepeg Ome4yecmeom»

Ipesunent HOATI'O u HMULL ATOU um. Amutpus
Porauesa, ri1aBHbINi BHEILUTATHBIM OETCKMIA CHELMATUCT
oHkojor-remarojior Munaapasa Poccuu akagemuk PAH
A.T. PymsnauieB Obu1 ynoctoeH OpneHa «3a 3aclyrH Iepen
OreuectBoM» IV crenienu. [pe3unent Poccuu B.B. TTytun
Bpyumi opaeH 23 mast 2019 .

JlanHoe coObITHE cTajlo (haKTUYECKUM MPU3HAHUEM
YCIIEXOB NIETCKOM TeMaToJIOTMM-OHKonoruu B Poccum
Ha TOCyIapCTBEHHOM YPOBHE. DTOT YCIeX TECHO CBsI3aH
¢ umeHeM Anekcanapa IpuropseBuya PymsHIeBa.

Ha epyuenuu opoena (ghomo c caiima kremlin.ru)

At the presentation of the order (photo from kremlin.ru)

ImbGonu3sayuonnblii hopym Cthepa~

13—15 utons 2019 r. B benropoae cocrosiics popym
«Cdoepa» 110 BorpocaMm sMbonu3zanuu. B pamkax mepo-
MPUSATHUS OBLIM TTPOBEACHBI MacTeP-KIaCcChl IO OHKOAM-
0oIM3alMK OTTYXOJIel pa3INnYHOM JIoKanu3auuu. B pam-
Kax CeKIMM Io oHKojoruu B gokiamax T.JI. Yimakosoit
n U.A. TpouMoBa OBLT TpeaCTaBIeH OIBIT ITPOBEACHUS
726 3HIO0BACKYJISIDHBIX BMEIATEIbCTB — CEJICKTHUBHAS

uHTpaaptepuanbHas xumuorepanus (CMAXT) B ycio-
Busix HM UL oukonoruu um. H.H. bnoxuHa. BeeneHue
B IMPAKTUKY OPTaHOCOXPAHSIOIIETO JIeueHUs B hopMaTe
nokanbpHOI xuMuoTepanuu (CUAXT u nHTpaBUTpeaib-
HOM XUMHOTepanum) mo3poauio ¢ 2014 1. oTkasarbcs OT
BHEIITHETO O0JIYYeHMS U COKPATUTh KOJTUISCTBO SHYKJIE-
aumii ¢ 40 no 15 %.

V Me:mxayHapoaHblii OHKoNnoruyeckuil gopym «bennie Hoyu — 2019»

20—23 utong 2019 . B Cankr-IlerepOypre cocTosuics
V MexXayHapoaHblii OHKOJIOTMYECKUii dopyM «benbie
Houn — 2019». TpagMLIMOHHO B HAy4YHYIO IIPOTrpaMMy
¢dopyMa ObUIM BKJIIOYEHBI JOKJIAALI U CECCUM IO JIET-

CcKo# oHKoJIoTnu. B pamMKkax ceccmii Oblia mpeacTaBie-
Ha MHGOpMAIUS MO HOBBIM TEXHOJIOTUSIM B JICUEHUU
COJIMIAHBIX 3]I0KAYECTBEHHBIX HOBOOOpA30BaHUI U Jieii-
KO30B.
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Poccuiickuii xypHan JETCKOW TEMATOJIOTUY u OHKOJIOTUU

HayuHo-npakmuyeckuil ucmopuyeckuii cemuHap
«YmeHud B femckoll OHKonoruu.
Ha nymu K 90-nemuio JI.A. lyproBa»

15 mwosops 2019 . B HMMIl onKoMOrNu
uM. H.H. brnoxuna cocroutcss HayuyHo-npakTtudyeckuit
UCTOpUYECKUI ceMuHap «YTeHus1 B JETCKOU OHKOJIO-
run. Ha mytu x 90-netuto JI.A. JlypHOBa» (MeponpusiTue
akkpenuToBaHo B cucteme HMO). B ero pamkax OymeT
BpyJYeHa €XeroaHasl IIpeMusT y4eHbIM B 00JIaCTH IETCKOM
onkonoruu «Jlapsum Hagexay. [Tpemus JILA. JlypHoBa».

JIL.A. [lypHoe
L.A. Durnov

JI1s1 NpUHATHSA yYacTHs B CEMUHApe:

1. Heob6xomyMo TipeacTaBUTh HaydYHYIO paboTy B BUIE
CTaTBbM MO TeME AMATHOCTUKHU W JICUCHUS IEeTE C OHKO-
JIOTMYECKMMM M TeMaTOJIOTMYECKUMHU 3a00JIeBaHUSIMU
g myonukanun B «PoccmiickoM 3KypHane IeTCKOM
oHKOjornn u remartonorun» (P2KAIO) B cpok 1o
15 okTs6ps 2019 . Ctatbsl HOKHA MPEACTaBASITh COO0M
OPUTMHAJIBHYIO HAyuyHYI0 paboTy U He IyOJMKOBAThCS
pasaee. Ee HeoOXommmo 3arpy3uthb depe3 caut PXKJIIrO:
http://journal.nodgo.org/, a Takxke AOMOJTHUTEIHHO TIPH-
cJlaTh MaTepuan 1o 3JeKTPOHHOM mouTe: info@nodgo.org
c nometkou «ITpemus JI.A. JlypHoBa».

2. Kropu npeMuu orjaacut pesysrathl 1 Hosiopst 2019 &

3. B cygae moGeabl Heo0XoauMo mpuexatbh B MOCKBY
Ha BpyueHue npemuu 15 HosiOpst 2019 T

4. Ipenmnonaraercs Bpy4eHUe ISHEXKHBIX IIPEMUIA.

5. K yyacTtuio B ceMUHape MpuIianiaTcs Crielranm-
ctbl n3 Poccun m ctpan CHI

IV lKona no guarHocmuke u neyeHuro IMO6puoHanbHbLIX onyxonel

HMUWI AT'ON wum. Amutpus Porauesa, HMMUILL
oHkojoruu um. H.H. bnoxuna u HOATI'O o0bsBASIIOT
o nposeaeHuun IV IIKoybl MO 1MarHOCTUKE U JIEUEHUIO
9MOpUOHaNBHBIX omyxojei (nanee — Lllkomna), kotopas
coctoutcs 29—30 Hosi6ps 2019 r. Ha 6aze HMULL ATOU
uM. Imutpusi PoraueBa. [lnmaHupyercs akkpeauTauus
MeponpusaTus B cucteMe HMO.

Hayuynas mnporpamma IIIkonbl OyneT mnocBsileHa
00CYXIEHUIO ACMIEKTOB TUATHOCTUKU U JIeYEHUSI SIMOPU-
OHAJIbHBIX COJIUJHBIX OMYXOJIEN y NeTei Mo CAeayIoUIUM
HO30JIOTUSIM:

e  HeiipoOsactoma (JieueHUe HelpoOJIaCTOMBI
TPYNIbl HU3KOTO PUCKA, XU3HEYTPOXKAIOIINE CUMIITO-
MBbI);

*  HedpobiacToMa M pelaKkue OIMYyXOJU ToYeK
y IeTe.

K ygactuio B IlIkone mpuriamamTcsl CrelnalncThI,
MPUHUMAIOIIIME YUYacTHe B JICYSHUU IETel C IMOPUOHAITb-
HBIMU 3JI0KQUe€CTBEHHBIMU HOBOOOPA30BaAHUSIMU.

Opranu3zaropsl LIIKOJTBI TpeocTaBiIsiioT TpeBeI-rpaH-
THl Ha TPOE3N U TPOXWBAHUE JUISI YYACTHUKOB MEpO-
npustus. st aToro Heodxoaumo 1o 15 oktsaopsa 2019 .
MPeACTaBUTh KIMHUYECKUI CIydail B BUIE MyOJIMKaIuy
Ha cTpaHuliax «Poccuiickoro xypHaia JeTCKOW reMaro-
JIOTUM Y OHKOJIOTMU» (CM. TpaBuia opopMIIeHUs cTaTeit
Ha caiite https://journal.nodgo.org/). IpanTsl OymyT Ipe-
JIOCTABJIEHBl aBTOpaM JIyYIIUX KIWHUYECKUX CIIydaes,
OTOOPAHHBIX KOHKYPCHOI KOMUCCUEA.

Bompocsl 10 MOATOTOBKE MaTepuajia Bbl MOXe-
Te 3aJaTb OTBETCTBEHHOMY cekpeTapio PO
T.B. IlamaHckoil (HanuuIWTe MOUCHBMO Ha aJpec:
info@nodgo.org c momeTkoit « Tpeesn-rpanT Ha Llkomy—2019»).
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Pharmaceutical

PekomMbuHaHTHbIE
TeXHOo/10rmu
/151 MOJTIHOL€HHOM XKU3HU

Koarnn-Vii

SnTakor anbda (akTMBUPOBAHHbIN)

PerncrpaunoHHbii Homep: JICP-010225/09 ot 15.12.2009. Toprosoe

Ha3BaHue npenapata: Koarnn-VII. MHH: antakor anbta (akTvBmpo-
BaHHbIN). JlekapcTBeHHas dopma: NModuIn3aT 4fis NpUroToBIeHUs
pactBopa A5 BHYTPVBEHHOIO BBEAEHNA.

1 ®JTAKOH C MPEMAPATOM COLEPXWT, mr:

onTakor anbda 1,20 2,40 4,80
T —— (60 KEO/ (120 KEQ/ (240 KEQ/
P 60 Tbic. ME) 120 Tbic. ME) 240 Tbic. ME)

HaTpwua xnopug (Eur. Ph.) 5,84 11,68 23,36
KanbLud xnopuaa aurnapat

WA XTOPVIAS AVTVARST. 5 gy, 5,88 1176
(Eur. Ph.)
rnaumnramH (Eur. Ph.) 2,64 5,28 10,56
nonuncop6at-80 (Eur. Ph.) 0,14 0,28 0,56
MaHHuTonN (Eur. Ph.) 60,00 120,00 240,00

1KE[ cooTBeTcTBYeT 1000 ME. PacTBOpUTENb — BOAA AN UHBEKLMN.

1 M1 NPUrOTOBIEHHOMO PacTBOPa COAEPXMT 3NTaKor anbda
(akTBMpOBaHHbIN) — 0,6 Mr. ®apMakoTepaneBTMYeckas rpynna:
remocTaTuyeckoe cpencteo. Kog ATX: BO2BDOS.

[Moka3zaHma K NPUMEHEHNIO:

[Ins oCcTaHOBKYM KPOBOTEHEHWN U MPODUNAKTUKN X Pa3BUTUA NPK
NpOBefeHUM XNPYPrUHecKnX BMeLLaTeNbCTB M MHBA3MBHbIX
npoLeayp y nauveHToB ¢ remodpunuen (HacnencTBeHHON Un
NpPUOBPETEHHOW) C BBICOKMM TUTPOM MHIMOUTOpPa K hakTopam
cBepTbiBaHMA kKpoBK VI vnu IX; BpOXAEHHbIM AednumToM akTopa
cBepTbIBaHWsA KpoBW VII; TpombacTeHmer MaHuMaHa npy Hanuyimum
aHTUTeN K rnkonpoTerHam llb-llla n pedpakTepHocTbio (B HacTos -
LWeM UK NPOLUIIOM) K TpaHCDY3nsM TPOMOOLIMTaPHO MacChl.

MpoTBOMNOKAa3aHWs:

TMoBbIWEHHas YYBCTBUTENBHOCTb K OefIKaM MbILLEN, XOMSAYKOB 1IN
KOPOB, a TakXe K akTMBHOMY KOMMOHEHTY npenaparta v BCromMora-
TeNlbHbIM BeLLeCTBaM.

019 NONYYEHWA BONEE NOAPOBEHOM NHOOPMALIMM O3HA-
KOMBTECH C MOSTHOW MHCTPYKLUMEN MO MEANLIMHCKOMY
MPUMEHEHWIO MPEMAPATA. MATEPUAN MPEAHA3SHAYEH

Ons CNEULMANTNCTOB 3[JPABOOXPAHEHNA.

Mpowussogutens: AO «TEHEPUYM», Poccus

Nepxatenb PY: AO «3c Ixun Briotex», Poccua

Bce npeTteH3nm No KauecTBy U/ui HeXenatesnbHbIM ABNEHUAM Ha TeppuTopuy PO OTNpaenaTh Mo agpecy:
AO «3c [xxn Buotex», Poccuiickan ®egepaums, 601125, Bnagumupckas 06nactb, MeTylWwmHCKIn paioH,
noc. Bonbruxckui, yn. Bnagumupckas, A.18, oduc 26, Ten. +7 (49243) 7-31-15, email: pv@sgbiotech.ru



E-mail: drugsd




