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Pabora BeimonHeHa B denepa’dbHOM TOCYIApCTBEHHOM OMODKETHOM yupekacHun «HaruoHaabHBIN
MEIUIMHCKUI UCCNE0BATENbCKUM LIEHTP NETCKON reMaToJI0TH1, OHKOJIOTUU 1 UMMYHOJIOTUU UMEHU JIMuTpus
PoraueBa» Munucrepcrsa 3npaBooxpanenus Poccuiickoit deaeparuu

Hay4Hble pyKOBOAUTEJIN:

Hlamanckas Tarbsina BUKTOPOBHA — TOKTOp MEIUIIMHCKUX HAyK, IOUEHT
Horuukora I'ajimHa AHATOJIbeBHA — JIOKTOP MEIUIIMHCKUX HaYK, Tpodeccop
O¢puunanbHble ONMOHEHTHI:

CxopooboraTosa Enena BragumupoBHa — 3acayxeHHbI Bpau Poccuiickoit @enepannu, TOKTOP MEAUIIMHCKUX
HayK, 3aBeAylolas OTJEJICHWEM TpaHCIUIAaHTAlUM KOCTHOrO Mo3ra Poccuiickoil AEeTCKOM KIMHUYECKOU
001bHMIIBI — QuIHa GenepabHOr0 TOCYIapCTBEHHOIO aBTOHOMHOI'O 00pa30BaTEIbHOTO YUPEIKICHHSI BBICILIETO
oOpa3zoBanust «POCCHICKMI HaIMOHAJIBHBIA MCCICIOBATCIbCKUNA MEIUIMHCKUE yHHBepcuTeT umeHu H..
[Inporosa» MunuctepcTBa 31paBooxpaneHus Poccniickoit denepanuu.

Benoryposa Mapraputa BopucoBHa — 10KTOp MEIMIMHCKUX HayK, Ipodeccop, 3aBeryrommas OTAeIeHHEM
XUMHOTepanuu (MIPOTUBOOIYXOJIEBON JEKapCTBEHHON Tepanmui) WU KOMOWHUPOBAHHOIO JIEUEHHs OMyxoJeil y
JieTell TOCyIapCTBEHHOTO OIO/KETHOTO YUpexkaeHus 31paBooxpaneHus «CaHkT-IlerepOyprekuii KIIMHUYECKUA
HAyYHO-TIPAKTUYECKUH LIEHTpP CIEUATN3UPOBAHHBIX BUIOB MEIULMHCKON MOMOIIM (OHKOJOTHYECKUH) UMEHU
H.II. Hanankosa» MuHucrepcTBa 3apaBooxpanenus Poccuiickoit denepanuun

Benymas opranmzanus: OenepanbHoe rocyJapcTBEHHOE OI0KETHOE 00pa30BaTeIbHOE yUPEKACHHE BBICIIIETO
obpazoBanusi «[lepprii Cankr-IleTepOyprekuii  ToCyJapCTBEHHBIH MEIUIMHCKUA yYHUBEPCUTET HWMEHH
axkanemuka IN.I1. ITapnoBa» MuHucrepcTBa 3apaBooxpanenus Pocculickoin @enepannu

3amuTa COCTOUTCS « » 2026 rona B 4acoB Ha 3aCeJaHUU UCCEPTAI[IOHHOTO COBETa I10
3aIUTe JOKTOPCKUX W KaHaupatckux jguccepranuid 21.1.025.01, coszmannoro nHa 6aze dDemepaibHOTO
rOCyJIapCTBEHHOT0 OOJKETHOTO yupexaeHus «HaluoHaubHBIM METUIIMHCKHA HCCICIOBATCIbCKUN IICHTP
JETCKOM TE€MaToJIOTMM, OHKOJOIMM M HWMMyHoslormu uMeHH [Imutpuss PoraueBa» MuHucrepcTBa
3npaBooxpanenust Poccuiickoit @eneparuu mo aapecy 117997, r. Mocksa, yi. Camopsr Marmena, . 1.

C nmuccepranmeid MOKHO O3HAKOMUTHCA B HaydHoi OubOmmoreke OI'BY «HMUL JAI'OU mmenu mutpus
Porauesay Munzapasa Poccuu o agpecy 117997, 1. Mocksa, yin. Camopst Mamena, 11. 1 1 Ha caiite www.fnkc.ru

ABTopedepar pa3ociaH « » 202 T

VYueHblil cekpeTapb IUCCEPTALIMOHHOTO COBETA, KyxoB Hukomnait BnagumupoBud

JIOKTOP MEIUIIUHCKUX HAYK
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OBLIASA XAPAKTEPUCTUKA PABOTHBI

AKTYaJIbHOCTb MCCJIeI0BAHUS

Heiipo6nacroma (HBJI) sBiasercss camoil yacToi 3KCTpakpaHUAJIbHON COJIMTHOW OIyXOJbIO
JIETCKOT'0 BO3pacTa, Ha 00 KOTopoi mpuxoautcs 8 — 10% Bcex 3710KauyeCcTBEHHBIX HOBOOOpa30BaHUI
(BHO) y neteit 0 — 14 ner. HBJI — nan6onee pacnpocrpanennoe 3HO y neteit Ha epBOM rofy KU3HH,
CpeIHMII BO3pacCT Ha MOMEHT IIOCTAaHOBKM JuarHo3a cocrtaBisier 12 mecsmneB u B 90% ciydaeB
3a00JiIeBaHNE AUATHOCTUPYETCS K 5 rojiaM.

OTtmedueHO MHOTO (aKTOpPOB, BIMSIONIMX HAa TEUYEHHWE M IPOrHO3 3a00JIeBaHUs, BKIHOYAs
pacnpoCTpaHEHHOCTh  OIYXOJIEBOTO MpOIecca, T'MCTOJIOIMYECKHE, MOJIEKYJSIPHO-TEHETHUECKHE
0COOEHHOCTH OITyXOJIH, B YaCTHOCTH aMmIuTudukauio oakorena MYCN. Bce 3T0 1Mon0KeHO B OCHOBY
CcTpaTu(UKALUK MALMEHTOB Ha IPYNIbl pUCKAa U pa3pabOTKU COBPEMEHHOW PHUCK-aJAalTHPOBAHHON
tepanuu. Jledenne y nanueHtoB ¢ HBJI rpynmel HH3KOro pHcKa MOKET OTPaHUYUBATHCS TOJIBKO
XUPYPru4e€CKUM yJajJeHUEeM OIyXOJH, NP HAIWYMM TOKa3aHUN — Tepanueid cO CHUKEHHBIMU
KyMYJISTUBHBIMH JI03aMHU XUMHUOIIPENApaToB, WIM JTUHAMHUYECKMM KOHTPOJIEM, IPU STOM COXpaHss
BbICOKHME MokKazarenu OeccoObiTuiiHo (BCB) u oOmieit BbpkuBaemoctu (OB). IlaumeHnTtsl rpynimb
BBICOKOI'O  pHCKa IMOJIy4alOT HHTEHCUBHYIO MYJIbTUMOJAIbHYIO TEpamuio, BKJIHOYAIOIIYIO
nomuxumuorepanuio (IIXT) ¢ xupyprudeckum nedenuem, snydeByro tepanuio (JIT), tepanmio '3'1-
MeTaitonbensuryanumnom (31 - MUBTI), Beicokono3Hyto xumuotepanuio (BXT) ¢ ayTonoruuHoit
TpaHCIUIAaHTAllMe TeMONO3THYECKUX CTBOJOBBIX KieTok (ayro-TI'CK), wummyHOoTepanuio u
muddepennrpoBouHyto Tepanuio 13-muc-petuHoeBoit kuciaotoi (13 — muc - PK). B HacTosiiee Bpemst
aKTUBHO BHEJPSIIOTCSI HOBBIE METO/IbI JICUECHHS] HHTMOUTOPAaMU MOTEHIMAIBHBIX MUILIEHEH OMyXOJH, C
y4eTOM [OHMMAaHHUS  MOJEKyJapHbIX MexaHusmoB HBJI, yuacTByrommx B  HHHIMALUU
perpeccun/co3peBanus WIM MPOrpeccuu onyxonu. biaromaps puck-aJanTHPOBAaHHOMY MOIXOAY K
tepanuu HBJI otmedeno ynyumenue S-netneit OB mys manuenToB rpynmnsl HaOmoaeHus 6onee 90% u
JUIS TALMEHTOB IPYIIIBI BEICOKOTO prcka 6onee 50%.

Tem He MeHee, yiydllleHUE pPe3ybTATOB JIEYEHHS,, OCOOEHHO B IPYyMIE MalMEHTOB BBICOKOTO
pucka, 00ycoBIIeHO MHTEHCU(UKALIUEN Tepaliuu U, CJIe10BaTelbHO, 3HAUUTEIbHBIM PUCKOM Pa3BUTHUS
OTJaNeHHbIX T0004HbIX 3pPexToB (OIID) Tepanuu, Bkirodas BTopuuHble JoOpokadyecTBeHHbIe (BJ1O)
1 310kavecTBeHHbIe onmyxonn (B30), matonoruu cepaeuyHo-coCcyAuCTOM, TbIXaTeIbHOM, SHIOKPUHHOM,
KOCTHO-MBIIIIEYHOW, 3PUTEIIbHOM, MHIIEBAPUTEIbHOM, MOYEBBIICIUTEIBHON CHCTEM, HapyIICHUE
cllyXa, HapyllleHue COLUAIbHON aJanTalliy, IPUBOJSIINE K CHIKEHUIO KauecTBa KU3HU. Pa3Butue
OIID Ttepanum y mamuentoB ¢ HBJI mampsimyio 3aBHCHT OT BHaa, o0beMa TOJYYCHHOW TEpaIHH,
BO3pacTa Ha MOMEHT JIEUEHHUs], 110J1a, FTEHETUYECKOM IPepacionoKeHHOCTH, JIOKAIU3alluK IEpBUYHON

omnyxoiu u Mmetactas3oB. [lanuents, nepenecirie HbJI B geTcTBe, BKItoyas maueHToB ¢ 1 — 2 craauei,
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B 95% cilydaeB UMEIOT MO KpailHEel Mepe M0 OJTHOMY XPOHHYECKOMY 3a00JIEBaHUIO, U CO BPEMEHEM
HaOmoeHus: yactora BcrpedaemocT OIID Ttepanum ysenuuuBaercsi. Kpome TOro, BbDKHBIINE
nanpeHTtel ¢ HBJI monBeprarorcss INMOBBIIIEHHOMY PHUCKY pPAa3BHTHs COLMAIBHOM Je3aJanTalui,
yXyaAlleHus: kadectBa >ku3HHU. CorjacHO pesynbTaTaM MHOTMX MCCIEJI0BaHUM, JHIA, MEPEKHUBIINE
neuenue HBJI, nemoHcTpupyroT Oosee BBICOKMI YpOBEHb TPEBOXKHOCTH, JETPECCHH, XPOHUYECKOU
YCTaJIOCTH.

[Ipobmema OIID Ttepanuu y manuentoB ¢ HBJI B Hamieil ctpane m3ydeHa HEIOCTATOYHO, HE
paspaboTaHa mporpamma JAUCIIAHCEPHOr0 HAOMIOACHUS C aKIEHTOM HA YacTOTYy U CPOKH BBISBICHUS
OIID. B P® ny6nukauuu Ha Temy OII3 y BeikuBImux rnociie HBJI orpannyeHsl, ocBAILIEHb OMUCAHUIO
HEOOJBIINUX TPYII NAUEHTOB JHO0 €IMHUYHBIM KIMHHYeCKUM HaOmtoneHueMm. Ilockonbky OIID
tepanun HBJI, yunrteiBasg mutagmmii Bozpact nanueHToB ¢ HBJI, BEpOATHO, OKaXyT CyHIECTBEHHOE
BJIUSHUE HAa HX JKM3Hb M COLUMAIbHYIO aJanTalluio, aJeKkBaTHbIi MoHuTOpuHr OIID Oyner
CHOCOOCTBOBAaTh WX DPAHHEMY BBISBICHHIO, JIEYEHHIO M NPO(QUIAKTUKE B paMKax CIEHUualbHON

[IPOrpaMMbl KATAMHECTUYECKOTO HAOIIOACHHUSL.

eas uccaenoBanmsi
OnTumMHu3upoBaTh NporpamMMmy KaTaMHecTHueckoro HabmioneHus y mauuentoB ¢ HBJI mocre

3aBEPIICHMS CICIIM(UIECKOTO JIEYCHHUST HA OCHOBAHHH OLIEHKH Y4acTOTHI 1 xapakrepa OI1D tepanumn.

3agauu uccie10BaHus

1. U3yuutrp wactoTy BcTpeuaemocTd u xapakrep OIID tepanum y naunmentoB ¢ HBJI,
3aBEpUIMBIIMX CHELMPUUECKOE JICYCHHE C YUETOM Pa3INYHbIX IPYII PUCKA.

2. IlpoBecTu KOMIUIEKCHBIM aHaUM3 4YacTOThI BCTpedaeMOCTH U cTpyKTypbl OIID Tepanuu y
nanuentoB ¢ HBJI rpymimbl HU3KOro prcka B 3aBUCUMOCTH OT 00beMa MPOBEJICHHOM Teparuu.

3. IlpoBecTH KOMIUIEKCHBIM aHajIM3 4YacTOThl BCTpeuaeMocTh U CTpyKTypbl OIID tepanum y
nagueHToB ¢ HBJI rpymnmbel mpoMexyTO4YHOTO M BBICOKOIO pHCKAa B 3aBUCUMOCTH OT 0ObeMa
IIPOBEACHHON TEpAIINU.

4. Omnpenenuth (aktopsl pucka pazsutus OIlD y mammentoB ¢ HBJI mocne 3aBeprienus
IIPOTUBOITYXOJIEBOTO JICYECHMUS.

5. OneHuTh XapakTep W YacTOTy BCTPEYAEMOCTH BTOPHUYHBIX OImyxoJiel y manueHtoB ¢ HBJI,
3aBEpUIMBIIMX MPOBEACHHUE ClIEHU(PUIECKON TEPATIHH.

6. IlpoanammsupoBats BiaussHue OIID Ha coumaneHyro amanrtanuio mnarnueHToB ¢ HBJI Ha

OCHOBAHUHU aHKCTHUPOBAHUSA pOI[HTGJ'IGfI.
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7. OHTI/IMI/IBI/IpOBaTI) ITaH KaTaMHECTHUYCCKOI'O H&6J’II—OJI€HI/I$[ C OCJIbIO PAHHCTO BBIABIICHHUA U
npopmwraktukn OIlD y nereir m monmpoctkoB, mepeHecmmx HBJI ¢ momompro pa3paboTKu

COOTBCTCTBYIOIIMX AJITOPUTMOB.

Hayuynasi HoBU3Ha

Brnepseie B PO Ha 6omb1110# Ipy1ine NalueHToB, nepenecnx Jeuenue no nosogay HbBJI, mposenen
aHaJIM3 YacTOThl BO3ZHUKHOBEHHUSI U CTpykTypbl OIID 3a mnmurenbHbId mepuos KaTaMHECTHYECKOTO
HaOIIoAeHUS.

Brnepseie B PO onpenenenbl Cpoku U OLleHEHa KyMYJISITUBHAs BEPOATHOCTDH BhsiBieHus OIID Ha
KpyIIHOM KOTOpTe NanueHToB, nepenecmnx HbJI rpynn HU3Koro, mpomMexyTo4yHOro, BBICOKOTO pUCKa.

Brnepseie ycranosien mupokuid criektp OIID tepanuu B rpynne nanuentoB ¢ HBJI Beicokoro u
IIPOMEKYTOYHOIO PHCKAa B CPaBHEHHHM C TPYIIION HHU3KOIO PHUCKA, YTO IOMYEPKMUBAECT BAaKHOCTh
JUIUTEIBHOT0 HAOIIOACHUS U pa3padOTKH aJIrOpUTMa KaTaMHECTUUECKOI0 HaOII01€HNS 33 BBDKUBIIUMU
MMaMEHTAMH I10CJIE 3aBEPIIEHUS KOMIUIEKCHOTO MPOTUBOITYXOJIEBOTO JICUEHHUS.

B uccrnenoBanuu BriepBbI€ ITOKa3aHa YaCTOTA BCTPEYAEMOCTH Pa3BUTHSI BTOPUYHBIX OITyXOJIEH KaK
NO0OpPOKAYeCTBEHHBIX, TaK M 3J0KaueCTBEHHbIX B rpymnmne nanueHtoB ¢ HBJI nmpomexyrouynoro u
BBICOKOT'O PHUCKA.

Brnepsbie B PO Ha 0CHOBaHMHU aHKETHUPOBAHUS POAUTENEH ObLIN BbISBIEHBI (DAKTOPHI, BIUSIOLINE
Ha COLMAJIBbHYIO aJIallTallii0 BELKUMBIIMX MmanueHToB ¢ HBJI.

[IpennoxkeH ajropuT™M JIOJIFOCPOYHOTO KATAMHECTUYECKOTrO HAOJIOAEHMS 3a JIeThMU,
nepenecmmmu HBJI B PO.

Coznana npocneKTUBHAs yHU(PUIMpOBaHHAs 0a3a MaHHBIX JJIsl PETUCTPALMH, MOHMTOPUHIA

pasButus u Teuenus OIID y nereit u noapoctkos, nepenecunx HBJIL.

IIpakTHYeckasi 3HAYUMOCTh

Pe3ynbpTarel mpOBENEHHOrO MCCIEAOBAHUS IPOJEMOHCTUPOBAIN BEPOSTHOCTh PA3BUTHS U
paznoo6Opaszue OIID tepanuum y manmentoB ¢ HBJI, 3aBepmmBmux cnenuduueckoe jJed4eHne, BO BCEX
rpynmnax pucka.

Ha ocHoBanum onenku uyactotbl U xapakrepa OIID Ttepanuu y nanuentoB ¢ HBJI rpynmsr
HU3KOT0, TPOMEXYTOYHOI'O U BBICOKOI'O PHCKA BBISBIECHBI ()aKTOPbI, MTO3BOJISIOLINE MPOTHO3UPOBATH
puck pazsutus OIID u pa3paborarh aaropuT™Mbl HAOIIOAEHUS 3a MALIMEHTAMU B 3aBUCMOCTHU OT 00beMa
MIPOBEICHHON Tepanuu. AJIrOpUTM MOHUTOPUHTA, nuarHoctuku OI1D tepanuu y aetel U MoApPOCTKOB,
nepenecmnx HBJI npencrasnens: B [Ipunoxenuu b.

[ToxazaHa BO3MOXHOCTb Pa3BUTHS M KyMYJISITUBHAS YaCTOTa BTOPUYHBIX JOOPOKAYECTBEHHBIX U

3JI0KA4EeCTBEHHbIX OOpa3oBanuii y nereil ¢ HBJI mocne 3aBepuieHus tepanuu U MOAYEPKHYTa
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HEO0OXOUMOCTb KOHCYJIbTAllMM Bpaya — TIEHETHKA C IPOBEJACHUEM MOJIEKYJISIPHO-T€HETHUYECKOIO
WCCTIEAOBAHUS Y ATUX OOJIBHBIX.

Ob6ocHoBaHa  HEOOXOJMMOCTb  MYJIbTHIMCUUIUIMHAPHOIO  MOJAXOJAa TNpU  IPOBEICHUH
KaTaMHECTHYECKOro HaOI0eH s, pa3pa0doTaH IJIaH JUarHOCTHYECKUX U JIe4eOHO-peabuIuTallMOHHBIX
MEpPOIPUATHH ISl eTeil, nepeneciux jgedenue no nosoxy HBJL, ¢ pasnuunsiMu Bugamu OI19.

B nannoit pabote ompezerneHa HEOOXOAUMOCTb IPOBEACHUS MEPOIPHUATHI, HApaBICHHbIX Ha

COIMAIBHYIO aJianTanuio u peadunuramnuio y aereit ¢ HBJI mocne 3aBepiienus tepanuu.

MeTtoa0s10rus 1 METOAbI HCCIEA0BAHUSA

JHuccepranonHas pa0oTa BBIIIOJIHEHA B COOTBETCTBUM C 3a/ladyaMH MCCIEI0BaHUS U HOCUT
PETPOCHEKTUBHBIN M MPOCHEKTUBHBIN XapakTep. Ha nepBom 3Tane Obuid npoaHaaIu3UupOBaHbl JaHHBIE
nanueHTta, o6bem Jedenus, OIID Ttepanuum HBJI; ¢ wucnonb3oBanueM oAHOGMAKTOPHOIO U
MHOT0(akKTOPHOTO aHajh3a OIpPEJEICHbl OCHOBHbIE IPOTHOCTUYECKHUE (AKTOpPhl pHCKA; C
ucnosp3oBaHueM wmerona Kamnana-Meliepa npoBoauiach OLEHKAa KyMYJISITUBHOW BEPOSTHOCTU
pazButusi OIID Ttepamuu. Bropas wacte paboThl Obuta mocBsiieHa oneHke BiausHus OID Ha
COLIMAJIbHYIO aJalTalliio MAaMEHTOB HA OCHOBAaHMM JAHHBIX aHKETUPOBaHUA poauteneil. Pe3ynabTaTsl

paboTHI OBLITN IPOAHATU3UPOBAHEI C HCTIOJIB30BAHUEM METOJIOB MAaTEMATHUYECKOW CTATUCTUKH.

OcHOBHbBIE M0J10KeHN, BBIHOCHMbIE HA 3aIIUTY

1. Cnemmduyeckoe mpoTuBoomyxosieBoe Jseuenne HBJI y npereil mpuBoautr K TO3THUM
OCJIOKHEHUSIM CO CTOPOHBI Pa3JIMYHBIX OPTaHOB M CHCTEM y 55% MalnMeHTOB ¢ MEAMAHOW KOJIMUECTBA
BBISIBJICHHBIX HapyIIEHUH COCTOSIHUS 30poBbsi — 2 (nuana3oH 1-7). Haubonee yacteimu OIID 6b110
Hapymienue ciyxa (45%), matosorusi co CTOpPOHBI KOCTHO-MbIedHOW (39%) M muieBapuTeIbHON
cucteM (23%).

2. Y nanuentoB ¢ HBJI rpynmnel Huskoro pucka OIID tepanum Bcrpeuanuch B 44% ciyuaes.
BonpmmacTBO 601BHBIX (48%) MMENO TONBKO OJHO HAPYIICHHE B COCTOSHUU 310pOBbs. Hambomee
gacteiMu OIID B rpymnme HU3KOTO pUCKa ObUIM MPOOJIEMBI CO CTOPOHBI KOCTHO-MBIIIIEYHON CHCTEMBI
(26%) B BUIe CTOMATOJIOTMYECKUX U OPTOIEANUECKUX HapyleHUi. BTopoil mo yacTtore BCTpeyaeMocTu
ObL1a MAaTOJIOT U MUIIEBAPUTEIBHON CUCTEMBbI, KOTOpas BhIABIsUIAch y 16% MalueHToB.

3. bonpmmucTBO nanueHToB (92%) ¢ HBJI rpynmnel npoMeKyTOYHOIO U BBICOKOTO PUCKAa UMEIOT
OIID nocne nposeneHHoM cneuuduueckoit tepanuu. [Ipu 3tom 23% nereit UMEIOT KAK MUHUMYM TpU
HapyUIeHUs] COCTOSTHUS 3/10poBbs. CHIDKEHUE ciyXa OblIo BbISIBIEHO y 45% OonbHbIX. [IpoBenenue
BXT u ayto-TI'CK yBenuuuBaeT puck pa3BUTHUS SHAOKPUHOJOTUYECKOM MATOJIOTMH U HApyLIEHUH CO

CTOPOHBI KOCTHOM CUCTEMBI.
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4. TTaunentsl ¢ HBJI uMeIOT MOBBIIEHHBIN PUCK Pa3BUTHUS BTOPUUYHBIX JOOPOKAUECTBEHHBIX U
3JI0Ka4e€CTBEHHBIX onyxoiieil. KymynsatuBHas BeposiTHOCTh pazButust B30 uepes 5 net cocrasinser 1,7%
(95% AU: 0.4; 6,5). Heo0xoquMo BKJIIOYEHHE B MYJIbTHIMCIUIUIMHAPHYIO KOMAaHy Bpaya — FeHeTHKa
C IPOBEIEHUEM YIIyOJEHHOIO MOJIEKYJISPHO-T€HETUYECKOTO MCCIIEI0BAaHUS ISl UCKIIIOUEHUS WU
MOJTBEP>K/ICHUS CUHAPOMA MIPEIPACIIONO0KEHHOCTH K OIYyXOJIEBbIM 3a00JI€BaHUSIM.

5. Ha ocHOBaHMM MpPOBEIEHHOTO aHKETHPOBAHUS POAMTENCH OBbLIO BBISIBICHO, 4TO AeTH ¢ HBJI
HUMEIOT TPYJHOCTHU IIpH 00yueHuu B mkoue (22%), cumxenue namatu (11%) u cHuxeHre akTHBHOCTH
(8%), mpobiembl ¢ kommyHuKaIuen (8%), HE0OX0IUMOCTH B IcUxoJIornaeckont moauepxke (14%), uro

MIPSIMO KOPPETUPOBAIIO C HAIMUKEM JIBYX u Oosiee OIID Tepamuu u rpynmoi pucka.

CooTBeTCTBHE TUCCEPTANUH MACTIOPTY CHENUAATBHOCTH
Huccepramnmonnas paboTa BBINOJTHEHA MO crenuanbHOCTIM 3.1.6. «OHKomorHs, Jy4deBas

tepanusi» U 3.1.21. «[lequaTpusi» U COOTBETCTBYET NACIOPTy CHENUATBHOCTEM.

JInuHblid BKJIaA aBTOpA
JInuHbIi BKJIaJ aBTOpa COCTOSI B cOOpe nHGOopMaIuu 0 OOJBHBIX U X CIIEHU()UIECKOM JICUCHUY;
aHaJIM3€ MEIMIMHCKON TOKYMEHTAllMY, TaHHBIX aHKETUPOBAaHUs Bpadyeu u poaurenei. /{ucceprantom
Obuta pazpaboTaHa opuruHaigbHas 0a3a gaHHbIX s peructpauuu OIID tepanum HBJI y nereit u
noapoctkoB B HMUILL JII'OU um. JImutpust PoradeBa, mpoBeeH pacueT M aHAIU3 CTATUCTHYECKUX

[IapaMeTPoOB, MOJIOKEHHBIX B OCHOBY BBIBOJIOB JIAaHHOM pabOTHI.

Iy6ankanun
[To Teme muccepramuu OMyOJMKOBAaHBI 5 MEUYaTHBIX padOT, BCe M3 HUX B M3IaHMUIX Bwicuiein
aTTeCTallMOHHONM KOMHUCCHMM mpu MUHHCTEpCTBE HAykuM M Bbicuiero oOpasoBaHusi Poccuiickoi
@enepanyu 1o cneruanbHocTsM 3.1.6. Onkosnorus, syudeBas Tepanus, 3.1.21. Ilenuatpus, a Takxke
nosrydeH nateHT PO Ne 2024625234, snexktpoHHas 6a3a gaHHbIX «OTaaneHHble T000UHbIE 3D (PEKThI

Tepanuu HelpoOIacTOMBI y JETEH U MOJIPOCTKOBY.

CTpykTypa H 00beM AUCCEPTALMOHHOMH PadoThI
HuccepranyonHas pa0oTa BKIIIOYAET CIEAYIOIIME pa3/iesibl: BBEJIEHUE, 0030p JUTEpaTypsbl,
OIHMCaHUE UCI0JIb3YEMBIX B pabOTe MaTepHaloB U METOJI0B UCCIIEI0OBaHUI, pe3yIbTaThl COOCTBEHHBIX
WCCTIEOBaHUH, 3aKIIIOUCHUS 110 KaKIOMY pa3Jieiy, BEIBOIBI U MPaKTUYECKHe pekoMeHaanuu. Oobem
pabotel coctaBisier 206 CTpaHMI MaIIMHOIKCHOTO TeKCTa (BKiIOYas mnpuioxeHus). Pabota
wurocTpupoBana 89 tabiuuamu u 46 pucynkamu (6e3 yuera npusoxxenuil). bubnuorpadus conepxur

135 UCTOYHUKOB JIUTEPATYpPHl, BKItOUas 9 0TeuecTBEHHBIX U 126 HMHOCTpaHHBIX.
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COJIEP)KAHUE JTUCCEPTAIIMOHHOM PABOThI

Matepuajbl M MeTOAbI HCCJIETOBAHUS

Kpurepun or6opa nanueHToB 1 npoueaypa coopa J1aHHbIX

PerpocniexkTuBHOE M MPOCTEKTUBHOE HCcieAoBaHUE ObLI0 mpoBeneHo Ha 0aze ®I'BY HMUI]
JAI'ON um. dmutpus PorauyeBa B mepuon 01.01.2012 — 31.12.2023 ropax (95 mec.) (reHepaiabHbIN
mupektop Llentpa A.I'. Pymsanues B 2012-2019 ronax, I'.A. Houukosa ¢ 2019 r. no 2023 rox, H.C.
I'paueB ¢ 2023 roga no Hacrosuiee Bpems, riaaBHblil Bpau [[.B. JlutBuHoB ¢ 2012 roaa no Hacrosiiee
BpeMS.

B uccnenoBarenbckyo 0a3y AaHHBIX ObLIO BKIOUYEHO 674 neteil u moapoctkoB oT 0—18 ser ¢
JIMarHo30M «HelpoOIacToMay, KOTOPbI yCTaHABJIMBAJICS Ha OCHOBAaHUHM MEXIyHApOAHBIX KPUTEPUEB
[Brodeur G.M., 1993]. [lox Tepmunom «Heipodiaactomay npuaumanu HbJI u ranrnuoneipodiacromy
('Hb), xotopble OTHOCWJIM K 3JI0KQUECTBEHHbIM BapHaHTaM OIyXOJIeH, BKIIOYEHHBIX B
nuarHoctuueckyro rpynmy [V Mexaynapoanoii knaccudukanuu 3HO nerckoro Bo3pacta, moArpymniy
IVa (Hb, xog mo ICD-O-3 — 9500/3; T'HBb, kon mo ICD-O-3 — 9490/3). [laumentsl ObLIu
CTpaTU(UUMPOBAaHbI HA TPYMIIBI PUCKA U MTOJTy4Yasl JIEYEHHE B paMKax MOIU(UIIMPOBAHHOTO IPOTOKOJIA
Hewmenxkoro obmectBa nerckoit onkonoruu u rematonoruu (German Society for Pediatric Oncology and
Hematology) GPOH NB2004 3a mepuoxn ¢ suBapst 2012 nmo ngexabps 2019 rox. Cxema Tepanuu
nanueHToB ¢ HBJI rpynm HU3Koro, mpoMexyTo4HOT0, BEICOKOTO pHUCKa IpecTaBiieHa Ha Pucynke 1, 2,

3.

_~ Tonuwiit orser: nabmonenue
Habmonenue B Tedenue 12 mec
(met > 1ropa) wim jo 3 ner ‘
(netu < 1 roga) . OTCyTCTBHE NONHOTO OTBETA:
onepauus

OrcyTcTBHE IIPOrpeccHu
_~ Orcyrersue KYC

- C’mG"‘Vlma“’m;: 3aBepiuenne Tepanuu
/" Perpeccus

Hammune XXYC win

JIOKJIbHAS IPOrPECCHs N = |
PorP! . Tlporpeccus — Tepanus
ISl IAUHEHTOB IPYIIIE!
IIPOMEXKYTOUHOTO PHCKA

, Tpynna sricoxoro pucka - nern > 1roaa
Tpynna npomexyTo4Horo pucka - aetu < 1 roga

Onepauus <

“Tpaucdopmauus B 4 craguio

Pucynoxk 1 — Cxema Tepamnuu /1t HalMEHTOB TPYIITBI HU3KOTO PHCKa 1o MoauduipoBanHoMy iporokorry GPOH NB2004

JlyueBasi Tepanus

3amena N5/N6 na N4 u1s aereii <6 mecsines

onepat B o B Ns Y e

? ?

Onepanus Onepanusi

Pucynok 2 — CxemMa XUMHOTEpanuy JUIs MallMEeHTOB TPYIIIBI IPOMEXYTOYHOro pucka no nporoxory GPOH NB2004



131 I-MIBI' JIyqenan Tepanus

3amena N5/N6 na N4 s nereii <6 MecﬂlleB
13-mnc-PK
Onepanus N5 N5 Ayto-TI'CK
13-muc-PK
+uHyTyKcHMa6-0eTa

Onepauun Onepaunn
Pucynok 3 — Cxema XUMHOTEpanuy Ui HallMEHTOB TPYIIIBI BBICOKOTO prcka 1o nporokoxy GPOH NB2004

IIpoTuBopennIMBHAsA Tepanus

B xauecTBe MpOTUBOPELUIUBHON TEpanuu y MAalMEHTOB IPOMEXYTOUYHOTO U BBICOKOTO PHCKa
HCIIONBb30BaHbl pasnuuHble Kypchl [IXT, KOIM4ecTBO KOTOPBIX 3aBUCENO OT XapaKTepa peuuauBa, OT
MIEPEHOCUMOCTH TEpalnuu U OLEHKU OTBeTa Ha Tepamnuio. C 1e/bl0 KOHCOIUIAUUU MIPHU JTOCTHKEHUU
OYEHb XOPOLIEr0 YacTUYHOTO WM IIOJIHOTO OTBETa IMallMeHTaM C pPEeLUIMBOM B TpyIe
MIPOMEXKYTOYHOTO prCKa pekoMeH1oBaHo nposeaeHue BXT ¢ mocnenyromeif ayro — TT'CK. [Tanmerram
rpynmbl HU3KOTo pucka npeaycmarpuaiachk [IXT no cxeme N4 B ToMm citydae, eciiu JOKaJIM30BaHHAs
nporpeccust/penuauB 3a0ojieBaHusl HAOII01aTuCh B BO3pacTe 10 12 MecsleB WM METacTaTHYeCKUI
xapakrep B paMmkax 4S cranuu. IlanueHTsl rpymnibl HU3KOTO pUcKa Mpu TpaHchopManuu 3a00JIeBaHus
B 4 craguio a0 12 mecsueB nojydyaiad JIEYEHHE IO CXEMe, MPEAyCMOTPEHHOW Ui TpyIIbl
MIPOMEXYTOUYHOI'O PUCKa, MPHU BO3pacTe cTapuie 12 MecsleB MO CXeMe JICUEHUS B paMKax IpyIIbl
BBICOKOI'O PHCKa.

Kpurepun Bk/IloueHHs B Hccile/l0BaHue:

1. Bce manuenTsl B Bo3pacte oT 0 10 18 jiet ¢ ycranoBieHHbIM aguarHozoM HBJIL.

2. Cnenuduueckoe jedyeHne B pamkax mnporokosa GPOH NB2004 nns mamueHTOB Tpymibl
HU3KOT'0, IPOMEKYTOUHOTO, BEICOKOTO prcka ¢ 2012 o 2019 rox.

3. 3aBepmenue crnemnuduyeckoro jedenus 1m0 31.12.2019 roma, 4T00BI MHUHHUMAIBHBIA CPOK
HaOII0EHUS COCTaBIISLI 4 roja.

4. Haimmune nHOOPMUPOBAHHOTO COTJIACHS.

Kpurepun HeBK/II0OUEHUS B HCCIeJOBAHME:

1. ITauueHTsl, HAXOAIIMECS HA TE€PANHMH, B TOM YUCJIE MPOTUBOPEUUIUBHOM, TAPre€THOM MOCIIE
31.12.2019 ananu3y He NOJABEPrajIncCh, TaK KaKk paHHHE TOKCUYECKUE dPPEKThI MOIIIN OBITH CBSA3AHbI C
MIPOBEJICHUEM CIIELU(PUUECKOTO JIEYEHHs], TUOO C TEYEHUEM OCHOBHOI'O 3a00JI€BaHUS.

2. OTCyTCTBHE MOAMMCAHHOTO HH()DOPMUPOBAHHOTO COTJIACHS.

MuHuMaNbHBIN CPOK HAOMIOAEHHS cOCcTaBIII 48 MecsIeB (4 roma), MakCUManbHbIN — 143 mecsa
(11,9 ner). Touko¥i neH3ypUpoBaHMsl JaHHBIX sBUIach nata 31.12.2023r.

Co6op uHpOpMALMK MPOBOAMIA CAMOCTOSITEILHO C MCIOIB30BAHUEM NMEPBUYHON MEIUIIMHCKON
JOKYMEHTaluu (uctopuu Oose3HH, aMOyJaTOpHbIE KapTbl, MEIWLUHCKHUE BBINHCKHU, 3aKIIOUYECHUE
MHCTPYMEHTAJIbHBIX HCCIIEJOBAHUN), KOTOpPbIE OBUIM IMOJY4YEHbl B XOJ€ OYHOM KOHCYJIbTallud Y

ACTCKOT'O OHKOJIOra HWJIM JApYyTUuX CICHHUAIHCTOB HpO(i)HJII)HOI;'I crieguain3allii KOHCYJIIbTaTUBHOI'O
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otnenenus OI'BY «HMUL AT'OU um. Imutpust PoraueBa» Munzapasa Poccumn». Hacts nundopmanun
O COCTOSHMM TNanUeHTa Oblla IoJyuyeHa B Xoje oOcienoBaHusi B ycioBusx JleueOHo-
peabmuranronnoro Hay4yHoro rentpa (JIPHLL) «Pycckoe nmoney. [lapanensHo aHanmn3y MeIUIIMHCKON
JOKYMEHTallMi IPOBOJWIOCH AaHKETUPOBAaHHE pOAMUTENEH MalMeHTOB IOCie IUIAHOBOIO IpueMa
NPO(UIBHBIX CHEUAIMCTOB WIN MOCIJIE MPOBEIECHNS UHCTPYMEHTAIbHBIX UCCIEA0BAaHUMN, a TaKkKe AJIs
MOJTy4eHHUs1 HH(OpPMAaLIMK O TEKYLIEM CTAaTyce MalMeHTa IPOBOAUIOCH AHKETUPOBaHHUE Bpayeil ¢ Mecta
KUTEJIbCTBA MAIMEeHTa, IyTeM HaIpaBJIEHUs 3allpOCOB B PETMOHAPHBIE CIEUUAIU3UPOBAHHBIE
yupexaeHus. AHKETbl JJIsl POJAUTENed WM MOAPOCTKOB cTapuie 15 JeT U aHKeThl Juisl Bpadeu
pa3zpaboTaHbl COBMECTHO € HpodeccopoM, 3aBEAYIOUIMM OTAEJICHHUEM JeTCKOM IremMaToJIOruu U
onkosoruu Jlerckoif OonbHuLbl CBsiToW Codun (Adunbl, ['peuus), WIEHOM HCHOIHUTEIBHOTO
komuteta SIOPEN — International Society of Paediatric Oncology Europe Neuroblastoma (I'pynma o
M3Yy4YEeHHIO HelipoOiacToMbl MexayHapoAHOro oOuiecTBa 1eTCKUX oHKosoros) Vassilios Papadakis ¢
uenbto onieHku OI1D kaxnoro pedbenka, nepenecuiero HbJI. Kaxapiit poauTesns uiu moapoCcToK cTapiie
15 ner noanuceiBan HHGOPMHUPOBAHHOE COTJIACHE HA MIPOBEICHUE AaHKETUPOBAHUS B paMKaX Hay4HOTO
npoekra no wu3ydeHuto OIID. CoOpaHHble JaHHbIE NPOCHEKTUBHO U  PETPOCHEKTUBHO
perucTpupoBauch B HayuyHOl 0a3e naHHbIX B nporpamme Microsoft Excel 2010, cogepxatueii 150

PEruCTPALMOHHBIX MOJIEH.

O0mas xapakTepucTHKA NAUMEHTOB

Bcero B Hay4HoI1 6a3e JaHHBIX ObLIO 3apeructpupoBano 674 manuentos ¢ HBJI 3a mepuoa ¢ 2012
o 2019 rr. JIBecTu TpuALaTh CEMb MAllMEHTOB I'PYIIbl IPOMEKYTOYHOIO U BBICOKOTO pUCKa ObUIN
3apeTrUCTPUPOBAHBI B HAYYHOU 0a3e JaHHBIX, U3 KOTOphIX 119 (50,2%) manuenToB ObUTH BKIIFOYCHBI B
HacToOsIIee HCccle0BaHre. B rpyme Hu3Koro pucka BCero ObUIo 3aperucTpupoBaHo 437 nanueHToB, B
aHanu3 ObUTH BKITIOYeHBI 399 marnuenToB (93%). Takum 00pa3om, CyMMapHO B aHAIM3 MCCIIECIOBAHUS
BKIrOo4eHsb! 518 maruentoB ¢ HBJI rpynmsl HE3KOrO, MPOMEXKYTOYHOIO, BBICOKOIO prucka. Meauana
BO3pacTa Ha MOMEHT noctanoBku auarao3a HBJI cocrasmma 10,6 mec (pazopoc: 0,06 mec — 205 mec),
Ha MOMEHT cbopa manHbIX — 100 mec. (pa3dpoc: 39 — 305 mec.). Pacnpenenenue mno mnoiy: MaJibuuKoB

ob110 254 (49%), neBouek — 264 (51%).

Onpenesnenue 1mMoJI0KeHUs OTAATEHHBIX N000YHBIX 3¢ deKkTOB

OtnanennpiMu 110604YHBIMU 3 dexktamu (OI1D) cuurtanu nro0bie MpPoOIEMBI CO 3I0POBBEM,
BbI3BAHHbIE CHEIU(PUUECKUM JIEYEHHEM, BKJIIOYas MATOJOTHH CO CTOPOHBI CEepJEHHON-COCYUCTOM,
SH/IOKPUHHOW, KOCTHO-MBILIEYHOM, MUIIEBAPUTEIbHON, BBIICIUTENBHON cucTeMbl, pazsutue B30 u
BJ1O, couumanbHast ne3aganTanus, NPUBOJALIAS K CHIDKEHHIO KauecTBa >KM3HHM, BO3HUKIIHME B

OTCPOYCHHOM IICPHOAC ITOCIIC 3aBCPUICHUA CHCIII/I(i)I/I'-ICCKOFO JICYCHHUA W OYCBUJIHO CBA3AHHBIC C €€
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nposeeHueM. [lon BTOPUYHBIMU OMYXOJSIMU MOHUMAIU JOOPOKAYECTBEHHbIE U 3JI0KAYECTBEHHBIE
o0pa30BaHMsl, KOTOPbIE Pa3BUBAJIUCH B IIEPUO/IE MOCIIE 3aBEPILIECHNUS ITaNa CeNU(pUIECKOro JEeUEeHUs U
OblTu cBsizaHHBI ¢ JedeHneM nepBuyHoro 3HO. Onenka OIID mpoBoauiack coriacHO pe3ysibTaTam
KOMIUIEKCHOTO OOCJIEIOBaHMs C yUY€TOM KIMHUYECKUX PEKOMEHJAIMU yTBEPKACHHBIM MUH3IpaBOM
P® 2020 no neuenuto HBJI u MexayHapoaHbIX peKOMEHAaUUi 0 CKpUHUHTY. OLIEHKY COLMaIbHOU
ajanTaluy Kak MHTerpaluu peOeHKa/MOAPOCTKAa B OKPY’KAIOLIYI0 €ro Cpeay IMPOBOAWIN IyTeM
AHKETUPOBAHUS POAMTENS WM MallMeHTa B Bo3pacTe crapiie 15 Jjier, rje OCHOBHBIMU KPUTEPUSIMU
SIBWJINCh: COLMAJbHAsI aKTUBHOCTh (IIOCELIEHUE IETCKUX CaJ0B M WIKOJI), YCIEBAaEMOCTh, HaJUYUE
00pa3oBaTeNbHBIX TPYAHOCTEH, TPYIHOCTH OOIIEHUs peOCHKa €O CBEPCTHUKAMH, CHIDKCHHE
aKTUBHOCTH, HapyllIeHWE KOHILIEHTpAllMM BHUMAaHUS M NaMATH, TpeOOBaHHE ICUXOJIOIHYECKON

MOAACPIKKHU B 3aBUCUMOCTH OT BO3pacTa U o0beMa TCparmu.

CraTucTHyecKkuii aHAJIN3

Hakorienne ¥ nepBUYHBIM aHaAJIW3 JAHHBIX MPOBOJAMJICS C MCIOJIB30BAHMEM TaOJIMYHOTO
npoueccopa “Microsoft Office Excel 2019”. C uenpio OLIEHKM COOTBETCTBHS paclpe/esIeHus
MIOJIyYE€HHBIX KOJMYECTBEHHBIX JaHHBIX HOPMAJIbHOMY 3aKOHY pacIipe/ieseHHs] IPUMEHSJICS KpUuTepu
[Mampo-Ywika. CpaBHUTEIbHBIH MEXKIPYIIIOBOM OJHOMEPHBIN aHamu3 JJisi KOJWYECTBEHHBIX
HECBS3aHHBIX IEPEMEHHBIX OBbLI BBINOJIHEH C HMCHOJb30BaHUEM Hemapamerpudeckoro U-kputepuid
ManHa-YutHu. [l 4YacTOTHBIX MEPEMEHHBIX CpaBHEHHE HECBSI3aHHBIX TPYII IPOBOAMIOCH C
MOMOMUIbIO KpuTepus Xu-KBaapaT 1100 ToUHOro Tecta Ouiiepa (B ciiydasx, KOT1a 4acToTa ucxoa Oblia
meHee 10%). [Ipy HamuuuM CTATUCTUYECKU 3HAYMMBIX PA3IU4Uid MEXAy TpyIaMyd IO YacTOTHBIM
rapaMeTpam JOMOJHUTEIbHO PacCUUThIBaJIOCh oTHomieHue mancoB (OLI) ¢ 95% noepurenbHbIN
untepBaigom ([IM). C uenpio ucciemoBaHus EH3YPUPOBAHHBIX JTAHHBIX MPOBOIUIOCH MOCTPOCHHUE
KPUBBIX KyMYJSITHBHOW BEpPOSTHOCTH pa3BUTHS OcloxkHeHHMs MerogoMm Kamana-Meviepa u
BblUMCIICHHE Tabuui AoxuTus. [IpoBepka mpennosokeHus O MNPONOPIHOHATBHOCTH PHUCKOB
OCYIIECTBIISIIACH C TIOMOMIBIO JIOTAPU(PMHUIECKOTO PAaHTOBOTrO TecTa (Jior-panr TecT). CTaTUCTUYECKHMA
aHAJIU3 C OLIEHKOW KYMYJISITUBHBIX BEPOATHOCTEW pa3BUTHUSI OCJIOKHEHUN NpPU OTCYTCTBMM JaT
MaHu(ecTalK MaTOJIOrUK He TpoBoAMICs. J{1s olleHKH BiIHMAHUA (PaKTOPOB pucKka (MHOro(pakTOPHBIN
aHaJIM3) Ha BpeMS JI0 Pa3BUTHUS OCJIOXHEHHS BBIIOJHSUIICS aHAIU3 BBIKMBAEMOCTU C UCIOJIb30BAHUEM
MOJIENU MPONOPLUOHANIBHBIX pucKoB Kokca. OTKOppeKkTHpOoBaHHbIE OTHOLIEHUs puckoB (Kopp. OP) ¢
95% U 6butn paccunTaHbl sl OLEHKU CTENEHU BIMSIHUS (PAKTOPOB pUCKA HA BEPOSITHOCTh PA3BUTHUS
ocnoxkHeHusi. Kputnueckuit ypoBenb 3HaunmmocTu p (p-value) Obu1 ycraHoBineH Ha ypoBHe 0,05
(nBycTopoHHuii). CTaTUCTHUECKMH aHaIU3 [aHHBIX, IOJYYEHHBIX B XOJIe¢ JUCCEPTALMOHHOTO

WCCIe0BaHMs, IPOBOAMIICS C TTOMOIIBIO porpaMMHoro odecriedenust SPSS Statistics 27 (IBM SPSS
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Statistics for Windows, Version 27.0.1 Armonk, NY: IBM Corp) u Stata 18 (StataCorp. 2023. Stata
Statistical Software: Release 18. College Station, TX: StataCorp LLC).

PE3YJIBTATBI

Otnanennble no6ouyHble 3¢ (deKkThl Tepanuu y NAUEHTOB ¢ HelpoO/jacToMoil Irpynmbl
HHM3KOI0, IPOMEKYTOYHOI'0 U BHICOKOI0 PUCKA

N3 518 mammeroB ¢ auarnozoM HBJI rpynmsl HU3KOTO, TPOMEKYTOUYHOTO, BRICOKOTO prucka OI1D
Tepanuu OblIH BbIsIBIEHBI Y 285 (55%). B crpykrype OIID 96/285 (34%) 60nbHBIX MMenu 1 OIID,
71/285 (25%) —2 OI13, 42/285 (15%) — 3 OI1D, 35/285 (12%) — 4 OI13, 23/285 (8%) — 5 OIID, 14/285
(5%) — 6 OIID, 4/285 (1%) — 7 OIID. Meaunana OIID Ha ogHOTO OOJIBHOTO I BCEX TPYII PUCKA
coctaBuia — 2 (pazopoc 1-7) (Pucynok 4). Haubonee gacteivu OIID B 00mIeil momyssiuy SBUIUCH
MaTOJOTHS KOCTHO-MBILIEYHOM, MUIIEBAPUTEIILHON U MOUYEBBIICIIUTEIbHOM cucTeM. Hapymenue ciyxa
BCTPEUasoch B IPyIIe MPOMEKYTOYHOIO U BbICOKOro pucka (Tabnuna 1).

349
’ 25%

0
15% 12% 8% 50, .
- - [ — 1%

10115, 20II9, 30II9, 40II3, 50II3, 60II3, 7O0II3,
n=96/285 n=71/285 n=42/285 n=35/285 n=23/285 n=14/285 n=4/285

Pucynok 4 — Konmuuectro OIID Ha 0fHOTO HanMeHTa B 00IIEH rpyIie maueHToB, nepeHecmx HBJI

Tabmuna 1 — Yacrora Bcrpeuaemoctu u xapakrep OI1D Tepanun y manuenToB ¢ HBJI rpynmbl HU3K0T0, IPOMEXYTOYHOTO U
BBICOKOT'O PHCKa

IMapameTpsbl O011ee KOJUYECTBO NALMEHTOB, N=518
Hapymenue ciryxa 49/109 (45%)
ITaTonorust KOCTHO-MBIIIICYHON CHCTEMBI 190/493 (39%)
[TaTosorys MuIIeBapUTENHHON CUCTEMBI 114/496 (23%)
ITaTomoryust MOYEBBIAETUTENHHON CHCTEMBI 95/492 (19%)
ITaTomorus apIXaTeIbHON CHCTEMBI 57/487 (12%)
[TaTos0THs PHIOKPUHHON CHCTEMBI 56/499 (11%)
[TaTos10THs HEPBHOWM CHCTEMBI 41/487 (8%)
[TaTosI0THs 3pUTEIBHON CHCTEMBI 37/493 (7,5%)
[Tarosorus cepieuHO-COCYIMCTON CHCTEMBI 28/491 (6%)
Bropuunble 1o0pokauecTBEHHbIE OITYXOJIU 7/518 (1,4%)
BropuyHbIe 3710KaYECTBEHHBIC OITYXOJIH 6/518 (1,2%)

Yacrora, xapakTep, CPOKH 1 (PAKTOPHI PUCKA PA3BUTHS OTIaJeHHBIX MO00YHBIX 3¢ PeKToB
y MAaIHEHTOB ¢ Helipo0/1acTOMOl rpyninbl HU3KOT0 PUCKa

B uccnenosanue BxitoueHo 399 manumentoB ¢ HBJI rpynnel Hu3koro pucka. XuMuOTepanmus
npoBoaunack 117/399 nmanmentam (29%) u3-3a mammumst XKYC/mporpeccun 3aboneBanus. 177/399
nanueHToB (44%) umenu OIID Tepanmuu, MeauaHa MO3AHMX OCJIOXHEHHM Ha OJHOIO MAalMeHTa
cocraBmia 1 (pazopoc 1-5). B crpykrype OITD 85/177 (48%) narmentoB umenn 1 OI13, 50/177 (28%)
-2 OIID3, 17/177 (10%) — 3 OIID, 21/177 (12%) — 4 OIID, 4/177 (2%) — 5 OIID (PucyHok 5).
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48%
28%
- s
1 OIID, 2 OID, 301D, 4 OID, 501D,

n=85/177 n=50/177  n=17/177  n=21/177 n=4/177

Pucynok 5 — Konmnaectso OIID Ha ogHoro nanuenta ¢ HBJI rpynmnbr Hu3koro pucka

HaubGonee gacteimu OIID B rpyrine HU3KOTO pUCKa SBUIMCH MATOJIOTUS KOCTHO-MBIIIICYHOU CUCTEMBI

(26%), numeBaputenbHOi cucteMsl (16%), MoueBbLaenuTenbHOM cucteMsl (11,3%) (PucyHok 6).

49, 3% .0,25% = [TaTosiorust KOCTHO-MBIIIEUHOM cucTeMsbl, n=100/378

6% = [laTos0rHs MULIEeBapUTENbHON cucTeMbl, n=60/379
(

26% ITaTo10rust MOYEBBIIEIUTENLHON CUCTEMBI, N=43/379
IMarosorus qpIxatenbHO#M cucteMsl, n=28/379

7%
= [Tatosorus HepBHOH cucTeMbl, n=27/380

70 = [latosorus 3puTensHON cuctemsl, n=23/380
0
= [JaTos0rus SHIOKPHHHON cucTeMbl, n=15 /383

= []aToJI0rHs CepACYHO-COCYAUCTOI cucTeMbl, n=13/379

11% 16% = BropuuHas omyxoib, n=1/399

PucyHnok 6 — OOmias xapakTeprcTika u 4actoTa Betpedaemoctd OIID tepammm y nereit u nmoapoctkos ¢ HBJI rpymnmbt

HU3KOT'O pHUCKa

IMaTos0rusi KOCTHO-MbIIIEYHOH CHCTEMbI H MATOJIOTUA 3y00B
boun npoananusuposansl ganHble y 378/399 (95%) nauuentos. [1aTonorus KOCTHO-MBIILIEYHON
cucteMbl BbisiBiieHa B 100/378 cmyuaeB (26%), Bximtouass nedopmaiuio MO3BOHOYHHKA (n=29),

CHHXEHUE MBIIIeuHO# cwitbl (n=18), marosnorus 3y0oB (n=64), octeockiepos (n=1).

IMaTosorus 3y60oB

[Tatonorust 3y0oB Obuia BeIsiBIIeHA B 18% ciydaeB (n=64/362). Haubonee yacTto HabII01aTUCH
kapuec 3y00B B 84% (n=54/64), natonorus smanu B 16% (n=10/64), pansis cmeHa 3y60B B 3% (n=2/64),
runorviasust 3yooB B 3% (n=2/64). Xumuorepanus B 3TOH rpymnmne npoBoguwiack B 55% ciydaes
(n=35/64). B pesynbrare OJHOMEPHOIO aHalW3a CTATUCTHUYECKH 3HAYUMBIM (PAKTOPOM pHCKa,
BJIUSIIOLIMM Ha PHUCK Pa3BUTHs MaTOJIOTUH 3yOOB, siBUIOCh Toibko mpoBeaenue IIXT (p =0,004;
om=2,3 (A1 95%: 1,3; 4,1)), npu 3TOM BO3pacT Ha MOMEHT mnoctaHoBku auarHo3a HBJI (mo 12
MecsreB, 10 36 MecsaneB U cTrapme 36 MeCSIeB) M MOJ CTAaTUCTUYECKHM 3HAYUMOTO BIIMSIHUS HE

OKa3bIBaJIN.

Jedopmanus mo3BOHOYHHUKA
Hedbopmarusi mo3BoHOUHHMKA Obuta oOHapyxeHa B 8% ciyuaeB (n=29/378). B nebGiorte

3aboneBanus anuAypanbHas kommnpeccus (OK) cmmanoro mosra Osuta B 48% ciryuaes (n=14/29), B 17%



14

cinydaeB (n=5/29) oTrMeuanoch pacrnpoCTpaHEHHE OMYXOJIM B TMO3BOHOYHBIM KaHal O€3 ClIaBJICHUS
cnuHHOro Mo3ra. Helpoxupypruiyeckoe BMeEIIATeNbCTBO BhIMONHsUIOCH B 41% ciywae (n=12/29),
omepanusi TOPAaKOTOMHUYECKUM JOCTynoM mpoBommwiack B 38% (n=11/29), JIT npoBomunace 1/29
nanueHty. B pesynbpTaTe 0lHOMEPHOTO aHaiu3a ObLIO BBISBICHO, YTO Y MALIMEHTOB ¢ nedopmannen
MO3BOHOYHUKA, CTATUCTUYECKH 3HAYMMBIMH (PAKTOpaMU pUCKa OBUIH: HEHPOXUPYpPrHUECKas ONepaIus
(» <0,001), Topakoromus (p < 0,001; OlI=11,2 (A1 95%: 4,6; 27,3)), K cnimanoro mo3ra (p < 0,001;
OllI=28,7 (AN 95%: 11,2; 73,7), uaTpakaHaipbHOE pacrpocTpanenue omyxonu (p = 0,033; OlI=3,4
(AN 95%: 1,2; 9,9)). Bo3pact Ha momeHT noctanoBku nuarnosza HBJI (mo 12 mecsues, 1o 36 mecsien
U crapiie 36 MecsIeB) U IMOJI CTATHCTUYECKH 3HAYMMOTO BIIMSHUS HE OKA3bIBAJIM HA PUCK Pa3BHUTHUS

nepopMauy MO3BOHOYHOTO CTO0A.

IMaTonorusi nuiEeBapUTEIbHON CHCTEMBI

[Tpoanamm3upoBansl nanubie 379/399 namuenTos (95%). [latonorus numeBapuTeIbHON CUCTEMBI
BbIsiBIeHa y 60/379 (16%). B cTpykType HaTojoruu NUIIEBApUTEIbHOW CUCTEMbI HaOJIOJAINCh
3anopsl B 52% (n=31/60), 3a001eBaHus KeTUHBIX TPOTOKOB B 27% (n=16/60), prOpo3HbIE N3MEHEHNUS
neyeHu B 12% (n=7/60) u peaxue cOCTOSIHUS, TaKHE KaK ClIaeyHasl KUILIEYHAasi HEIPOXoIuMocTh B 3,3%
(n=2/60), poxanbHas HoxysipHas runeprasus (OPHIY) neuenu B 2% (n=1/60). [lonuxumuorepanus B
3TOM rpymme npoBoAmiIachk B 45% cimydaeB (n=27/60), mequana koinudectBa Kypcos [IXT — 2 (pa3bpoc
1-4). AGnomuHaNbHas XUPYprust mpoBoAmiIack B 73% ciaydaeB (n=44/60), rae namapoToMust IpoBeAcHa
B 80% cnydaeB (n=35/44), a nanapockorus B 20% ciydaeB (n=9/44). JIyueBas tepanus Ha 00JacTh
xuBoTa Obl1a B 3% cimydaeB (n=2/60). B pe3ynbrare npoBeaeHUsT OAHOMEPHOTO aHAIN3a 3HAYMMBIM
(hakTOpOM pHUCKA, BIUSIOIIMMHU Ha MMAaTOJIOTHIO MTUIIIEBAPUTEIIBHON CUCTEMBI, SIBUJIOCH IpoBeAaeHue [TXT
(» =0,005; Ol = 2,3 (95% AU: 1,3; 4)). [Ipu »TOM BO3pacT Ha MOMEHT MocTaHOBKHU auarHo3a HBJI u

I10JI HE OKa3bIBaJIN CTATUCTUYCCKOI'O BIIMAHNA.

IMaTonorusi MoYeBbIIETUTENLHONH CHCTEMBI

[Ipoanamm3upoBansl ganHeie 379/399 (95%) mammentoB. IlaTtonorusi MOUYEBBIIEITUTEIBHON
cucteMmbl BbisiBieHAa B 43/379 cnyuasx (11%): neliporenHslii mMoueBoil my3eipp B 30% ciayuaeB
(n=13/43), peuuausupytomas uHpexkuus moueBbiBoaaumx myreit (MBII) B 14% (n=6/43), xucthl B
noukax B 12% (n=5/43), nanuumne ogHoON nmouku nocie HeppakToMuu B 12% (n=5/43), xpoHuueckas
6011e3Hb nouek B 9% (n=4/43), cocrosinue nuenodkTazuu B 9% (n=4/43), ymeHblieHne oobeMa 0HON
mouku B 5% (n=2/43), cocrosaue runporedposza B 5% (n=2/43), nedppockiepo3 B 2% (n=1/43).
Xumuotepanus npoBoauiack B 65% (n=28/43), JIT na oGnacTb OprOIIHOM MOJOCTH € 3aXBAaTOM MOYEK
B 7,5 % (n=3/43), xupypruueckoe JiedeHUE C MpoBeAcHUEM HedprkToMun mnpoBoamwiach B 12%

(n=5/43).
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IaTos10rUst SHIOKPUHHOMH CHCTEMBI

[Ipoanamm3upoBansl ganHbsie 383/399 (96%) maumentoB. IlaTonorust SHIOKPUHHON CHCTEMBI

BbIsiBJIeHA B 4% (n=15/383) ciyuaeB: maTojorus MUTOBUAHON kene3bl (n=14/15), nHaanoyeuHukoBas

HegocTaToyHOCTh (n=1/15). B cTpyKkType naTojsoruu NUTOBUIHON Kejle3bl HaOII0AaTUCh THIIOTHPEO3

B 36% cnyuaeB (n=5/14), moOpokadecTBEHHBIC Y3JIbI IMMTOBHJIHOW kene3sl B 21% (n=3/14),
y

g ¢y3HbIil HeTokcndyeckuit 300 B 50% (n=7/14), runomia3ust IUTOBUAHOM *keine3bl B 21% (n=3/14).

HpI/I OOAHOMCPHOM aHaJIM3€ I10JI, BO3pacCT MalucCHTa Ha MOMCHT IMOCTAHOBKH JUAarHo3a, IpOBCACHUC

[IXT cTaTucTHYeCKH 3HAYMMO HE MOBBIIIAIN PUCK PA3BUTHUS MATOJOTHH IIIUTOBUIHON KEJE3BI.

OcJ10:xHeHHs CO CTOPOHBI APYIUX OPraHoB U CUCTEM

B Tabmume 2 mpeacTaBieHbl PEIKHE IMAaTOJIOTHH, KOTOPbIC OBLIM BBISABJICHBI B XOJI€ OICHKHU

yacToThl U Xapakrepa OIID y nereit u nogpoctkos, nepereciux HBJI B rpynne Huszkoro pucka.

Tabnuna 2 — Yacrora BcTpeyaemoctu u xapakrep OIID tepanuu y neteit 1 HoJpoCTKOB, IEPEHECIINX

HBJI rpynmsl HU3K0ro pucka

[Marosoruu (KOJIMUECTBO MPOAHATM3UPOBAHHBIX CIy4daeB, adc, %)

Konuyectso nmaruentos (abc, %)

ITaronorus aeIxarenbHoOM cucteMsl, 379/399, 95%

28/379, 7%

Opplmka npu GU3NIECKUX Harpy3Kax
PermauBupyronuii OpoHXHUT
PerunuBupyiolas THEBMOHHUS

14/28, 50%
15/28, 54%
4/108, 14%

[TaTonorus HepBHOM cucteMmsl, 380/399, 95%

27/380, 7%

ITapes
Hapymienne QyHKIMH Ta30BBIX OPraHOB

15/27, 56%
11/27,41%

Hapyiienne 4yBCTBUTENBHOCTH KOYKH KOHEUHOCTEH
IInerus

Panukynonatus

[TupamuaHbIN CUHIPOM

Cunnpowm PeitHo

10/27, 37%
5/27,19%
8/27, 8%
1/27, 4%
1/27, 4%

[TaTonorus 3purenbHoil cucteMbr™, 380/399, 95%

23/380, 5%

Cunnpom ['oprepa:

-J10 OTIepaInH

10/23, 44%

-TI0CJIe ONepaIiu 12/23, 52%
-niociie nocraHoBku [[BK 1/23, 4%
[Maronorus cepredHo-cocyaucToi cucteMbl, 379/399, 95% 13/379,3 %
Paznuunbie BUIBI apUTMUU 8/13, 62%
AptepuanbHas THIIEpPTEeH3US] 3/13, 23%
Bropuunas xapauoMuonaTus 1/13, 8%
I'unepTpodust aeBoro xenymouka 1/13, 8%
Krnanannsle HapyuieHus 3/13, 23%
Nneodemopanbubiii TpoM603 1/13, 8%

BTopuque onmyxoJm

B xone ananmuza ucropum 6one3nn 399 manmentoB ¢ HBJI rpynmer Huskoro pucka y 1/399

nanuenta (0,25%) oTMeueHO pa3BUTHE aTUITMYECKON MAMTMIUIOMBI XOPOUTHOTO CIUICTCHHUS MO3KEYKa U

4 xemynouka, Grade I1. [IpegmectByromias Tepanus mo noBoay HBJI Bkirouana 2 kypca mo cxeme N4
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U XUPYpruvecKoe JeueHHe B 00beMe yJalleHus OIyXOJH JIeBOro HajamoueyHuka. [lo pesymnbraram

MOJIEKYJISIPHO-T€HETUYECKOI0 UCCIIEIOBaHUs MyTalluu B reHe 7p53 He oOHapyX eHO.

Yacrora, XapakTep, CpOKU U GaKTOPbI pHCKA Pa3BUTHS OTAAJEHHbIX N000YHBIX 3¢ eKTOB
y NallMeHTOB ¢ Heiipo0JIacTOMOM IPyNIbI POMEKYTOYHOI'0 U BHICOKOI0 PUCKA

B uccnenosanue BritoueHo 119 nanuentos ¢ HBJI rpyrmimbel mpoMexyTOUYHOTO U BBICOKOT'O pUCKA.
Xumuotepanusi npoBoauiach BceM namuertam (100%), BXT c¢ ayro-TI'CK npoBoaunace 63/119
(53%), PI-MHBI tepamus 17/119 (14%), JT 35/119 (29%), ummynorepanus antu-GD2
HanpaBlieHHbIMH aHtuTenamu 5/119 (4%) nanuenram. [IpoTtuBopennauBHas Teparnus MPOBOIWIACH
22/119 nauuentam (18%). B ananuzupyemoii rpynmne 109/119 (92%) naunentos umenu OIID tepanuu,
r7ie MeJraHa Mo3THUX OCJIOKHEHU Ha OJTHOTO ManueHTa coctaBuia 3 (pa3opoc 1-7). B ctpykrype OID
12/109 (11%) nanuentos umenu 1 OI19, 21/109 (19%) — 2 OII3, 25/109 (23%) — 3 OII3, 14/109 (13%)
—4 OII3, 19/109 (17%) — 5 OII2, 14/109 (13%) — 6 OIID, 4/109 (4%) — 7 OIID (PucyHok 7).

. 23%
19% 17%

1% 13% 13%
B 1B
(|

1013, 2013, 305, 40193, 50II3, 60II3, 7O0II3,
n=12/109 n=21/109 n=25/109 n=14/109 n=19/109 n=14/109  4/109

Pucynok 7 — Konudecto OIID Ha ogHOTO MaIMeHTa B rpyIie NpoMeKyTOYHOTO U BEICOKOTO PHCKa

Hau6onee wacteim OIID B naHHOW rpymie SIBWIKCH MATOJOIHsT KOCTHO-MbledHoR (78%)
CUCTEMBbI, MUILEBApUTENbHON cucTeMbl (46%), MoueBblIenUTENbHON cucTeMbl (46%) U HapylieHue
cinyxa (45%). Xapakrep OIID u ux obmias BCTpe4yaeMoCTh y AeTei U MoapocTkoB, neperecmmx HBJI

IpyNIbl IPOMEXKYTOUHOTO U BHICOKOTO PUCKa MpecTaBieHa Ha PucyHke 8.

12% 5,8% 4.2% = [TaToJi0rust KOCTHO-MBILIEYHOM cucTeMbl, n=90/115
13% o = [TaTonorus numeBapuTeabHON cucTeMsbl, n=54/117
o
13% 8% ITaTtonorust MOYEBBIIEIUTENLHOM CUCTEMBL, N=52/114
o Hapymenue ciyxa, n=49/109
27% .
= [TaTonorust SHOOKpUHHOHI cucTeMbl, n=41/116
= [TaTonorus aeixarenpHOM cucreMsl, n=29/108

= [TaTonorust HepBHOI1 cucteMsl, n=14/107

35% 46% = [TaTonorus cepaeyHo-cocytucToi cucrteMsl, n=15/112
° = [TaTosnorus 3putenpHOi cuctemsl, n=14/113

= BropuuHsle 100pokauecTBeHHbIE OIyxoiu, n=7/119

= BropuuHble 3710Ka4ecTBEHHbIE OIyXxoiu, n=5/119

45% 46%

Pucynox 8 — OOmias xapakrepuctuka W 4actoTa BcTpedaemoctd OIID rtepanum y manuentoB ¢ HBJI rpynmbr
MIPOMEKYTOUYHOTO U BBICOKOT'O PUCKa
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IMaTos0rusi KOCTHO-MbIIIEYHOH CHCTEMbI H MATOJIOTHA 3y00B

Bcero npoananusupoBanbl ganseie 115/119 (97%) nmauueHToB, B XOA€ aHajau3a NATOJIOTHUS
KOCTHO-MBIIIEYHON cucteMbl BbIsiBaeHa B 90/115 cayuaeB (78%) wm Brimrovana: aegopMaiiuio
no3BoHouHUKa (n=35/90, 39%), Bepxuux (n=2/90, 2%) u HWKHUX KoHe4dHOCTeH (n=37/90, 41%),
Kocrei nuueBoro ckenera (n=1/90, 1%), ykopodenue koneunoctu (n=12/90, 13%), napymenue pocta
(n=18/90, 20%), smmdusznonu3 ronoBku OenpenHoil koctu (n=4/90, 4%), acenTUuecKuii HEKpPO3
(n=1/90, 1%), cHI>KeHNEe MUHEpPaIbHON INIOTHOCTU KOCTHOM TKaHU (n=19/90, 21%), nepenomsl kocTei
ckenera (n=10/90, 11%), maronoruto 3y6oB (n=59/90, 66%), snocro3 (n=2/90, 2%), ocTeockIepo3

(n=2/90, 2%), camxenune mplmeunoi cuisl (n=12/90, 13%).

IMaTosorus 3y00B

[IpoananusupoBanbl ganusie 104 /115 (90%) naumento ¢ HBJI rpynmnsl mpoMexyTOYHOTO U
BBICOKOTO PUCKa, /1€ TaToJIoTHs 3y0oB BhIsiBiieHa B 59/104 (57%) cnydaeB: kapuec 3y0oB B 71% ciyuae
(n=42/59), naronorus smanu 44% (n=26/59), orcyrctBue 3a4aTkoB 3y00B B 20% (n=12/59), panuss
cmeHa 3y0o0B B 12% (n=7/59), runiornaszus 3y60B B 10% (n=6/59). HacTh manieHTOB UMEIN COYETAHHYIO
narosioruto 3yooB (n=6). B srtoit rpymnme [IXT mpoBomunace Bcem OompHBIM, BXT ¢ ayto-TI'CK
npoBoauiack 37% (n=13/59) nanmentam, JIT Ha obmacth Tos0BH - B 5,1% (n=3/59). B pe3ynbraTe
OJTHOMEPHOTO aHaIN3a 3HAYMMBIMH (DaKTOpaMu pHUCKa, BIUSIOMIMMU HAa PUCK PA3BUTHUS ITATOJIOTHH
3y00B, siBuiiock nposenenue BXT ¢ ayro —TI'CK (p = 0,029, OLL = 2.4 (95% AU: 1,1; 5,3)). I'pynmna
ManueHToB B Bo3zpacte ¢ 12,1 go 36 mecsamneB Ha MoMeHT noctaHoBku HBJI mmenu craructuuecku
3HaunMo (p = 0,038) Gosee BHICOKHUH MIAHC pa3BUTHUS MMAaTOJIOTHHU 3y00B B 2,6 paza (95% [AU: 1,04; 6,3)
B CPAaBHEHMHM C TPYNIION MMALIMEHTOB, KOTOPBIM ycTtaHoBieHa HBJI B Bo3pacTe munanme 12 mecsnes nium

crapiie 36 MecsIeB.

JedopManusi HUZKHUX KOHEYHOCTEH

Jepopmaruss HIOKHUX KOHeuHOCTeH BbisBieHa y 37/115 (32%). Yersipem maumentam (11%)
MIPOBOAMIIACH OPTOIEANYECKas. ONepanusi ¢ LENbI0 YCTPAHEHUS HCKPUBIIEHUS TOJIEHEH ammapaToM
Wnuzaposa. Becem nanuentam B 3Toi rpynne npooauiack tepanus 13-uuc-PK (100%), BXT ¢ ayTo-
TI'CK B 24 cayuasx (64,9%). B stoii rpynne 26/37 nauueHTOB HaOMIOJANUCh 3HIOKPHUHOIOIOM,
MaTOJIOTHSI SHIOKPUHHOW CUCTEMBbI ycTaHoBiieHa B 18/37 ciyuaeB (49%) (mepBUYHBIA TUIIOTUPEO3
n=15/18, y351bl IUTOBUIHON *kene3bl n=5/18), B TO BpeMsi KaKk MaTOJOTUsl MOYEK JUarHOCTUPOBAHA Y
24/37 nauuenTtoB (65%) (XBI1 > 2 cranuu n=11/24, neppakromust n=4/24, yMeHbILIEHHBII 00bEM OJJHON
nouku n=5/24, adpyHKUMOHATBHOCTh NMOYKU N=3/24, TyOyJIOMHTEpCTULMANBHBIN Hedputr n=3/24). B
X0JI€ OJJHOMEPHOI'0 aHajIM3a CTaTUCTHUYECKH 3HAUYMMBIM (DAKTOPOM pHCKa, BIMSIOIIMM Ha pa3BUTHE

nedopmalii HIKHUX KOHEYHOCTEH, ObLIO HaJMYHMe COMYTCTBYIOIIECH maTtojioruu nouek (p = 0,004,
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OIlI=3,3 (95% AW:1,4;7,5)). llpoenenue BXT c ayto - TI'CK noBsImano puck pa3Butus aeGpopMaim
HIDKHUX KOHEUHOCTEH, HO 0e3 cratuctudeckoi 3Haummoctd (p = 0,08). I[Tox u Bo3pacT Ha MOMEHT

noctaHoBku quarno3a HBJI He noBeianu puck pa3BuTHs nedopManuy HUKHUX KOHEUHOCTEH.

Hedopmanus nmo3BOHOYHHUKA

Hedopmanus nozsoHouHuKa Obuia BbisiBieHa y 35/113 nanuentoB (31%). Bocemp manneHToB
(22,9%) nmenu B nebrote 3aboneBanus DK, y nBoux marueHToB (6%) OMyXo0ibh paclpoCTpaHsiach B
MMO3BOHOYHBIM KaHaJI 0€3 CHaBJICHUS CHUHHOTO Mo3ra (MeHee dvem 1/3), HeHpoOXUpyprudecKoe
BMEIIIATENLCTBO TMpoBoAwiIock 3 mamueHtaMm (9%). Omnepamusi TOPaKOTOMHYECKHM JIOCTYIIOM
npooawaack 5 mauuentam (14,3%). JlyueBas Tepamusi ¢ 3axBaToM TeJ IO3BOHKOB Obwia y 10
nanueHToB (28,6%). B pe3ynbrare 0IHOMEPHOTO aHaIM3a 3HAYUMBIMU (PaKTOPAMU PUCKA, BIUSIOIIUMHI
Ha pa3BUTHE IedOpMaIMK TTO3BOHOYHHKA, SIBHIIUCH XHPYPTUYECKOE JICYCHHE WM PanpoCTpaHCHHE
OIlyXOJIM B IIO3BOHOYHBIN KaHal: Helipoxupyprudeckas onepauus (p = 0,028), topakoromus (p = 0,023;
Ol =6,3 (1,2; 34,4)), OK crimanoro mo3ra (p = 0,022; Oll1=4,3 (1,3; 14,4). [lon u Bo3pact Ha MOMEHT

noctaHoBku auarHo3a HBJI cratucTiudecku 3Ha4uMo HE MOBBITIAIM PUCK JedhOopMaIiii TO3BOHOYHUKA.

Hapymienne KOCTHOW MHMHEPAJbHOW IJIOTHOCTH KOCTHOM TKAHM W INepeoMbl KOCTei

CKeJIeTa

Hapyuienre kocTHOM MUHEpaIbHOM MJIOTHOCTH U NEPETIOMBI KOCTEH CKeJieTa OblIu OOHApYKEHbI
y 23/114 namuenToB (20%). [lepenomsbl KOoCTeH ckeneTa B 3ToM rpyrre BcTpeuanuck y 10/114 (8,8%):
nepenoMm (ananr nansles (n=4/10), nepesnom kocrelt rosienu (n=3/10), KOMIPECCHOHHBIN MEPETOM Tel
mo3BoHKOB (n=2/10), mepenom kocteil ueperna (1/10); BbISIBICHHWE OCTCONEHUH IO JaHHBIM
nencutometpun 'y 10/23, Taxke HaOMIOMANMCh IBYCTOPOHHUHN aCENTHYECKUN HEKPO3 IIEeK Oenep
(n=1/23), necTpyKTUBHbIE M3MEHEHUs TeNl MO3BOHKOB (n=5/23). Bricokono3nas XT c ayrto-TI'CK
nposeneHa B 73,9% (TREOMEL n=13/17, CEM n=4/17). ®akropaMu pucka pa3BUTHs HapyLICHUN
KOCTHOH MUHEpAILHOW TUIOTHOCTH M TIEPEIIOMOB KOCTEH CKeJleTa MpH OJHOMEPHOM aHAJIN3€E SIBUIINCH
nposeaeHue BXT ¢ ayto-TI'CK (p =0,022; Ol = 3,1 (95% AU: 1,1; 8,7)), comyTcTBYIOIIAst MATOJIOTHS
nouexk (p <0,001; OLL =7,8 (95% [AU: 2,4; 24,9)). [TauuenTs! ¢ Bo3pacToM Ha MOMEHT noctanoBku HBJI
crapire 12 mecsites (78,3%) umerot craructuaecku 3Haunmo (p = 0,018; OLL=3,5 (95% AU: 1,2; 10,1))
0oJiee BBICOKHH IIaHC Pa3BUTHS JaHHOW MATOJIOTHMH KOcTel ckenera B 3,5 (95% JAU: 1,2; 10,1) pa3a,

yeM MalMueHThl Mitagine 12 Mecsies.

Hapyumenue pocra

Hapymienne pocta BwisiBieHo 18/104 cmydaeB (17%). Bricokomoznas XT ¢ ayro-TI'CK

nposoauiack B 72% (TREOMEL n=11/13, CEM n=2/13), JIT Ha o61acTh NO3BOHOYHHKA [TPOBOMIIACH
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B 38,9% (n=7/18). Bce marueHThl OBLIIM OCMOTPEHBI SHAOKPHHOJOTOM, MOKa3aHUW K HAa3HAUYCHUIO
3aMECTUTENIPHON Teparuu He OBLJI0, YPOBEHb TOPMOHA POCTa OBLII B HOpME. Y MAIIMEHTOB C HAPYIICHUEM
pOCTa BBISBIICHBI COYETAHHBIC MATOJIOTHH KOCTHO-MBIIIEYHON CHCTEMBI: 3aKpbITHE 30H pocTa (n=4),
nedopmarusi Mo3BOHOYHUKA (n=5), nedopmaius HUKHUX KOHEYHOCTEH (n=9), yKOopoueHue OJHOM
KOHEYHOCTH (n=4), snudu3uoau3 rojoBok OeapeHHoO koctu (n=4). B pesynpraTe mnpoBeneHus
OJIHOMEPHOTO aHaju3a ObUIO BBISBJICHO, YTO 3HAYMMBIMHU (DAKTOpaMH pHUCKA Pa3BUTHS HAPYIICHUS
pocta sBuinock nposeaenne JIT Ha obmacte mo3Bonounuka (p =0,042; O = 3,6 (1,2; 11,1)), BXT ¢
ayto-TI'CK (p = 0,027; Ol = 3,3 (95% AU: 1,1; 10,2)); Bo3pact crapiie 12 mecsues (p = 0,001; OLL
=9,2 (95% JAU: 2; 42,5) u Bo3pact crapiie 36 mecsiues (p = 0,029; Ol = 3,5 (95% AU: 1,2; 10,3)).

IlaToJsiorus nuIeBapuTEJILHOH CHCTEMBI

[IpoananusupoBansl ganuble 117/119 nauuenTtos (98%). Ilatonorus nuieBapuTeIbHON CUCTEMbI
BbIsiBIIeHA Y 54/117 (46%) O0NbHBIX: crlae4yHas KUILIeYHasi HempoXoauMocTs B 1,7% (n=2/117), nuapes
B 3,4% (n=4/117), cungpoMm paszapaxeHHoro kumedynuka B 4% (n=5/117), xpoHmueckuit
ractponayonaeHut B 6,8% (n=8/117), 3amoper B 13% (n=15/117), 3aboneBanue OuIMapHBIX MyTEeH B
14,5% (n=17/117), ®HI" neyenu B 22% (n=26/117).

®dokanpHas HOMYJIApHAs TUIIEPIUIa3usl eYeHH BhIsBIeHA y 26/117 nanuentoB (22%). Jluarnos
OB yCTAaHOBJICH HA OCHOBAHHWH YJIBTPA3BYKOBOTO HCCIEAOBaHUS OpraHoB OpromrHoi mosoctu (Y3U
ObIl), wmarautHO-pe3oHaHcHOM Tomorpapuu (MPT) ¢ remarocnenu@uueckuM KOHTPACTOM.
Crmnturpadus ¢ ' -MUBI" Geina BeimonHeHa 16 GOMBHBIM Il MCKITIOUEHHS METACTaTHYECKOTO
peumauBa/mporpeccun HBJI ¢ mopaxkennem neuenu. Beicokonosnas XT ¢ ayto-TI'CK B 3T0# Tpynme
npoBoamwiack 15 mamuwentam (58%), JIT Ha obGmacte OpromHoN mosoctr B 6 cirydaeB (23%). B
pe3yJibTaTe OJJHOMEPHOTO aHaJIM3a, KOTOPBIM BKIIFOYA BO3pacT naiuenTa, nposeaenue JIT wim BXT ¢
aytoTT'CK, cratuctuuecku 3HaunMbIX (hakTopoB pucka pazsutus OHI neuenu y nereit u moapocTKOB,
nepenecuinx HBJI ve BersiBneno. KymynsatusHas BeposTHOCTh pa3Butus @HI' nmeuenu uepes 5 u 10 ner
MOCJIe MMOCTaHOBKH nuarHo3a coctasmia 10,3 (95% AU: 6; 17,4) u 23,1 (95% AW: 15,8; 33,2) B rpynme

nanueHnToB, nepeHecmux HBJI mpomexxytodHoro u Beicokoro pucka (Pucynok 9).
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o 24 48 72 96 120 144 168
Bpems, npolweauiee ¢ MOMEHTa NocTaHOBKM Avarrosa, mec.

Uncnio noasepskeHHbIX pUcky (number at risk)
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KymynsiTuBHas BEPOATHOCTL PA3BTHR OCTOKHEHHA

Pucynox 9 — Kpuas Kammana-Meiiepa kymynaTuBHON BepostHocTH pa3Butuss OHIT meuenu ¢ 95% U y
nanueHToB, nepenecinx HBJI rpymiel mpoMexyTodHOTo U Bhicokoro pucka. [Ipumedanus: JIV, 1oBepUTENbHBIN HHTEPBAI
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IIaTosiorusi MOYeBbIAEANTENLHOI CHCTEMbI

[Ipoanamm3upoBansl ganubeie 114/119 (96%) mamumentoB. IlaTtonorusi MoOUYEBBIICITUTEIBHOU
cucteMbl BblsiBieHa B 52/114 ciyuasx (46%): XBII > 2 cranuu (n=33/52), kucTsl B noukax (n=17/52),
HalIuyue OJHOW nouku nocie Hepprkromun (n=10/52), adyHKIHOHAIBHOCTH MOYKH (N=6/52),
TyOyJIOMHTEpCTULIMANBbHBIN HEPpUT (n=6/52), yMeHbIIEHHbI 00beM onHOHN mouku (n=5/52). Yacth
MAlMEHTOB HMEJIM COYeTaHHylo mnaTtojioruto mnouek (n=21). Hedpskromus nposoaunacs B 19%
(n=10/52), JIT na obnacte OpromHoi mosoctu B 23% (n=12/52), BXT c ayto-TI'CK B 63% (n=33/52)
cinyyasx: CEM B 21% (n=7/33), TREOMEL B 79% (n=26/33).

XpoHuyeckas 00/1e3Hb I04EK

Xpouunyeckas 0osie3ub nouek (XbII) > 2 cranuu Obuia BoigBieHa y 33/73 nanuenTos (45%). Ilpu
XBIT > 2 cragum ckopocTh KiyOoukoBoil (uimbTpanuu no dopmyne IlIBapua paBusmace < 89
mi/mun/1,73m2. Mennana CK® no ¢popmyine lBapua qist nanuentoB ¢ XbII > 2 ctaauu cocrasisiia
79 mu/mun/1,73m2 (pazdpoc 59-89) B ananuzupyemoit rpymre. [larmentam ¢ XbBII moyek > 2 craaun
MIPOBOAMIIACH HE(DPIKTOMHUS UITU OTlepalus, NpuBeaIas K 0JI0Ky GyHKIUU IOYKU U ee CKIiepo3y B 9%
(n=3/33), JIT na obnacts OpromHOM nonoctu B 24% (n=8/33), BXT ¢ ayto-TI'CK B 60,6% (n=20/33):
CEM B 5% (n=1/20), TREOMEL B 95% (n=19/20). B pe3ynpTaTe OAHOMEPHOTO aHAN3a, KOTOPHIHI
BKJTFOYAJT BO3PACT MaIMeHTa Ha MOMEHT nocTaHoBku auarnosza HBJI, mposenenue JIT Ha 06macTh mouek
wii BXT c¢ aytoTI'CK, cratuctuuecku 3HauMMbIX (akTtopoB pucka pa3utus XbIl y nereit u

oApOCTKOB, epeHecnx HBJI He BbIsABIIEHO.

Kucrpl B moukax

Kuctel B nmoukax Obutn oOHapyxenbl y 17/115 maumentoB (15%). JluarHo3 ycraHoBieH Ha
ocHoBaHuu naHHbIX Y3U nouek, KT OBII u 3a6promuHHOro npocrpaHcTsa ¢ BHyTpuBeHHbIM KVY. B
atoit rpymre JIT Ha o6macts OpronrHoit monoctu y 29% (n=5/17) mammentos, BXT ¢ ayto-TI'CK y 65%
(n=11/17): no cxemam CEM B 36% (n=4/11), TREOMEL B 64% (n=7/11). IlonmHoreHomHOE
CEKBEHHPOBaHUE J1e30KcupuOonyKienHoBoil kucnotel (JJHK), Beiaenennoit u3 nepudeprueckoit KpoBu
MaIMeHTa, B IENAX MOWCKAa TePMHHAIBHBIX MYTAallMii B Te€HAaX, aCCOIMHUPOBAHHBIX C CHHAPOMAaMHU
MIPEAPACIIONOKEHHOCTH K OMyXO0JsiM, mpoBoamwiiock 6/17 (35%) nanmentam ¢ kuctamu B movkax. [Ipu
9TOM TMATOTCHHBIM BapuaHT B caiTe crutaiicuara reHa PKHDI c.7264T > G B paMKax ayTOCOMHO-
peliecCUBHONM MOJUKUCTO3HOW 00Je3HM MOoYeK Obul BBISBJIEH B OJHOM cilydyae. B pesynbrare
OJIHOMEPHOTO aHaJIn3a, KOTOPBIN BKIIt0Uai Bo3pacT manueHTa, nposegaeHue JIT nnu BXT ¢ aytroTI'CK,
CTaTUCTHYECKHU 3HAYUMBIX (DAKTOPOB PUCKA Pa3BUTHSI KHCT TIOYEK Y IETeH U MOAPOCTKOB, IIEPEHECIINX

HBJI ne BbisiBieno. OpHako Bo3pacT crapiie 12 mecsiieB Ha MOMEHT noctaHoBku auarHosza HBJI
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MOBBIIIAJ PUCK PA3BUTHUS KUCT B MOYKAX, HO cTaTHCTUYecKU He 3HauuMo (p = 0,07). KymynsatuBnas
BEpPOSITHOCTh PA3BUTHsI KUCT MOYeK y neredd yepe3 5 u 10 yer mocne moctaHoBku nuarHosa HBJI

coctaBuna 0,9% (95% AU: 0,1;6,1) u 15,5 % (95% AU: 8,9; 26,3), coorBercTBeHHO (Prcynox 10).

passuTHA

T T T T T T T
0 24 48 72 96 120 144 168
Bpewmsi, MPOLIEALLEE C MOMEHTA NOCTAHOBKY ANATHO3A, MeC

Yucno noasepxeHHbIX pucky (number at risk)
115 115 115 105 65 25 3 0

Pucynox 10 — Kpupas Kamnana-Meliepa KyMynaTUBHOH BEpOSTHOCTH DPa3BUTHUA KUCT modek ¢ 95% N y
narueHTos, nepeHecunx HBJI mpomexyTouHoi 1 BEICOKOM rpymnmsl pucka. [Ipumeuanus: IV, noBepuTenbHBINA HHTEPBAI

Hapyumenue ciyxa

Jlig OLleHKU (YHKIMM CIYXOBOI'O aHaJIM3aTopa ObLIM MpoaHadu3upoBaHbl JaHHble y 109/119
nanueHToB (92%), rpynmy HCKIIOYEHHBIX M3 aHalu3a COCTABUJIM MAIMEHTHI, KOTOpblE HE ObUIM
KOHCYJIbTUPOBaHbl CYpJOJIOTOM U HE MPOLUIM ayAHOJIOTMYECKHM CKPUHUHI (110 MpUYMHE OTKa3a
poauteneit). Tyroyxocts ooHapyxeHa y 49/109 6ompubIX (45%): 1 crenens B 73,5% (n=36), 2 cTreneHn
—20,4% (n=10), 3 crenienp — 4,1% (n=2), 4 ctenens — 2% (n=1). CayxonpoTe3upoBaHUe MPUMEHSIOCH
y 3/49 nammenTtoB (6%) co 2-3 crenenwto Tyroyxoctu. Ilmatnnoconepxarmiue kypcol [IXT momyunnm
BCE€ TAIMEHTHI C TYTOyXOCThIO, B 47/49 (96%) cnydaeB mpuMeHsJICs UCIUIaThH, B 8/49 (4%) ciydaeB
kapOoratuH. [lanreHThl MOIIIM MOTYYUTh COYETAaHHBIE KYPChI C LIUIIJIATUHOM U KapOoIriaTHHOM (n=7).
JlydeBas Tepanust Ha 06J1aCTh TOJOBHI TpoBoauiack 3/49 nmarmentam (6%). Ilpu ogHOMEpHOM aHaAIM3E
MOKa3aHo, YTO MMPUMEHEHHUE ITUCIITIaTHHA B KypcoBoH f03¢e 6omee 400 Mr/M2 MOBBIIIAET IIAHC Pa3BUTHS
Hapymenus ciyxa B 3,7 pa3 (95% AU: 1,45; 9,1) B cpaBHeHUH ¢ TPYIION MAIMEHTOB, MOJIYYUBIITHE
KypcoByto nucmiatiia < 399 mr/m2. CTaTUCTUYECKU 3HAUUMBIM ()aKTOPOM, BIUSIONINM Ha HApyIICHHUE
ciTyxa, sSIBUJICS TaK ke Bo3pacT crapiie 12 mecsiieB Ha MoMeHT ntoctanoBku HBJI (p =0,034; OL 95%-it
J 2,3 (1,1;5,0)). B pe3ynbTare npoBeeHus MHOTO(AaKTOPHOTO aHAJIU3a C UCIOJb30BaHUEM MOJIENIN
MPONMOPLUMOHANIbHBIX puUcKOoB Kokca cTaTUCTHUECKM 3HAYUMBIX (AKTOPOB, BBIABIECHHBIX IpU
OJIHOMEPHOM aHaJIM3€e, BIMSIOIIUX HA pa3BUTHE TYrOyXOCTH, OOHapykeHO He Obu1o. KymynsTuBHas
BEPOSTHOCTh HapylleHus ciyxa y nanueHToB ¢ HBJI rpymnmbel mpomMexXyTOUYHOTO M BBICOKOTO pCHKa
gyepe3 5 u 10 et mocie mocTaHoBKU auarHo3a coctasmia 19,3 (95% AU: 13,1; 28,1) u 50,8 (95% AU:

40,3; 62,2), coorBercTtBeHHO (Pucynok 11).
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passiTusi

T T T T T T T T
0 24 48 72 96 120 144 168
Bpems, NPOLLIGALICE C MOMEHTa MIOCTAHOBKY AMArHo3a, Mec.

Yucno nogsepxeHHbIX pucky (number at risk)
109 105 94 77 38 17 2 0

Pucynok 11 — Kpusas Karutana-Meiiepa KyMyISTHBHOM BEpOSITHOCTH HapylIeHus ciryxa ¢ 95% JIM y manueHTos,
nepeneciux HBJI mpomeskyTouHo U BeICOKOI rpynmsl pucka. [Ipumedanus: JIW, noBeputenbHbI HHTEpBA

IIaToJsiorusi 3HIOKPUMHHOMH CHCTEMBbI

[IpoananusupoBanbl nanubie 116/119 (97%) nauuenroB ¢ HBJI rpynnsl mpoMexyTodyHOro u
BBIOKOTO pHCKa. B Xoje aHanmm3a maToJOTHS CO CTOPOHBI YHIOKPUHHOW CHCTEMBI BBISBICHA B 35%
ciydaeB (n=41/116) u Obula mpencTaBieHa: NaTOJIOrHEed MUTOBUAHOM xene3bl (n=40), HapyleHueM

penpoaAyKTUBHOM QyHKIMH (n=7), HapylIeHueM MeTtadonnzma (n=3).

IIaTosiorusi LIUTOBUAHOM KeJ1e3bl
[TaTosorusi co cTOpOHBI IUTOBUAHOM KeJie3bl Oblia BhisBIEeHA B 98% citydaeB (n=40/41) u3 Bcex
MAIUMEHTOB C 3HJOKPUHHOM MaToJIOTHEN B rpyIilie MPOMEXYyTOYHOrO M BhICOKOro pucka. Haunbonee

yacTo ObLI YCTaHOBJIEH JUArHo3 — NepBUYHBINA runotupeos (n=34, 85%) u 106pokayecTBEHHbIE Y3JIbl

131 .

IIUTOBUIHOM xkene3bl (n=12, 30%). B atoii rpynne  [-MUBI" tepanust npooamiack B 35% (n=14/40)
cinyuaeB, BXT ¢ ayto-TI'CK B 67,7% (n=27/40) no cxemam: CEM B 7% (n=2/27), TREOMEL B 93%
(n=25/27), JIT na obnacts rosoBel U 1meu B 7,5% (n=3/40). B pe3ynprare OAHOMEpPHOTO aHaIU3a

3HAaYNMbIMHU q)aKTOpaMI/I PUCKA, BIIUAIOIIUMHA HA Pa3BUTHUC 11aTOJIOTMU HII/ITOBI/II[HOfI JKEJIC3bl, ABUIINCH

131 .

nposeaenue BXT c ayto-TI'CK (p = 0,020; OILI = 2,6 (95% AW: 1,2;5,7))u  [-MHUFBI Tepanuun

(» <0.001; OI = 13,1 (95% AU: 3,5; 49,3)). CTaTUCTUYECKH 3HAYUMBIX PA3TUINA MEKY MAllUCHTaAMH
MY’KCKOT'O, JKEHCKOTO II0JIa M PAa3HBIX BO3PACTHBIX TPYyNI HEe OBLIO BBISABICHO. B pesynbrare

MHOTO()aKTOPHOTO aHaju3a C HMCIOJIB30BAHWEM MOJCIH IMPOTOPIUOHATBHBIX pUCKOB Kokca ObLIO

BBISIBIICHO, YTO IIPOBEICHUE m[—MPVIEF Tepanus cratuctudeck 3HauuMo (p <0,001) moBkIIamo puck
pa3BUTHS MATOJIOTMU ILIMTOBUAHOMN Xkene3bl B 5,22 paza (95% AU: 2,49; 10,95), B To BpeMs Kak
BbinonHeHne BXT ¢ ayto-TI'CK He oka3plBajio CTaTUCTUYECKM 3HAUMMOTO BIUSHUS Ha pa3BUTHE
BBISIBJICHHOTO ocioxHeHus (p =0,731). KymynaruBHast BEpoSATHOCTb pa3BUTHSI HATOJIOT MU IIIUTOBUAHON
xeiesbl yepes 5 u 10 et nocie nocraHoBku auarno3a HBJI B rpymnmne nanueHToB npoMeKyTOYHOTO U
BBICOKOIO pucka coctaBuiau 15,5 % (95% AW: 10,1; 23,5) u 39,7 % (95% HAU: 29.9; 51.3),

cooTBeTcTBeHHO (Pucynok 12).
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passuTHs

T T T T T T T T
0 24 48 72 96 120 144 168
Bpensi, NPOLLEALIEE C MOMEHTA N0CTaHOBKM ANATHO33, MEC

Yucno noasepXXeHHbIX pUCKY (number at risk)
116 105 101 86 55 27 4 ]

Pucynoxk 12 — Kpunas Kamnana-Meiiepa KyMyIaTHBHON BEpOSATHOCTH Pa3BUTHS MATOJIOTUU LIUTOBUAHOM eme3sl ¢ 95%
JU y mammenros, nepenecmux HBJI mpomesxyTounoi u Bbicokoi rpynmsl pucka. [Ipumewanus: [, noBepUTenbHBIN
HHTepBal

Pazmnmuns B KYMYJ'IXTI/IBHOI\/’I BCPOATHOCTU Pa3BUTUA IATOJOI'MH HII/ITOBI/I)IHOI)'I KEJIC3bl B

131 .
3aBUCUMOCTH OT IpoBeeHust  [-MHUDbI’ Tepanuu SBIAIOTCS CTATUCTUYECKU 3HAYUMBIMU: dyepe3 10 et

rocse nocraHoBku auarto3a HBJI KymynsTHBHAs BEpOSTHOCTh Pa3BUTHSA MATOJOTHUH IIUTOBUIHOMN
131 "
xenespl mocine  I-MUBI tepanuu coctasisiet 76,5 % (95% JAW: 55,1; 92,7) mpotus 32,9 % (95% AU:

131 .
22,9; 45,9) B rpynne nanueHtoB 6e3  [-MUDBI" tepanuu (aor-panr tect, p <0.001) (Pucynox 13).
CraTHCTHYECKH 3HAYMMOW PAa3HHIIBI MEXKIy KPUBBIMH KyMYJISATHBHOW BEPOSTHOCTH y TAICHTOB B

3aBucuMoctu ot nposeaeHust BXT ¢ ayto -TI'CK oGnapysxeno He 06110 (10T-paHr TecT, p = 0.064).

p <0.001

pa3suTMs

0 24 48 72 96 120 144 168
Bpews, NPOLEALISE C MOMEHTA NOCTAHOBKY AMArko3a, Mec.

1 Yucno noasepxeHHbIX pucky (number at risk)
99 94 90 80 51 26 4

1 N
[-MHBT-repanus nposoaunacs 17 1 1" 6 4 1 0

31 -
I-MHPBT-epanus ne nposouiack
13

oo

Pucynox 13 — Kpussie Kamtana-Meilepa KyMyJIsSTUBHOI BEpOATHOCTH pa3BUTH MATOJIOTUHU IUTOBUIHOM JKesle3bl

131 N
y manrieHToB HBJI rpynmbr mpomexyTodHOH M BRICOKOW Tpynnbl pucka ¢ I-MUBI tepanueii (kpacHast TMHUS ¥ KpacHast
00macts 95% 1) u Oe3 Hee (CHHSASA JIMHUS U CHHSS 001acTh 95% JI1)

OcJ/105kHeHHUs CO CTOPOHBI APYTUX OPraHOB M CHCTEM
B Ttabnuue 3 npexacraBieHbl Apyrue peAKUe MATOJOIMHM CO CTOPOHBI BHYTPEHHHUX OPIaHOB U

CUCTEM Yy JleTell M NOApPOCTKOB, nepeHecmmx HBJI rpynm npoMeKyTOYHOTO M BBICOKOTO PHUCKA

(Tabmuna 3).
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Tabmuma 3 — Yacrora BcTpewaemoctu u Xxapaktep OIID Tepamum y nereil m moapoctkoB, nepenecmn3 HBJI rpymm

IMPOMEIKYTOYHOT'O U BBICOKOT'O pHCKa

[Maronoruy (KOJIMUECTBO MPOAHATM3MPOBAHHBIX CiIydaeB, adc, %)

Konuyectso nmaruentos (abc, %)

ITaronorus neixarenbHoi cucreMsl, 108/119, 90%

29/108, 27%

Oppimka npu GU3NIECKUX Harpy3Kax
PermnuBupyronuii OpoHXHUT
PerunuBupylolas THEBMOHHUS

12/108, 11%
18/108, 17%
1/108, 1%

[aTonorus HepBHOM cuctemsl, 107/119, 90%

14/107, 13%

CumnroMaTH4YecKas SIIIISTICHUS
[MupaMuaHBIH CHHIPOM
[epudepuueckas MOJTUHSHPOTIATHS

1/107, 0,93%
1/107, 0,93%
5/107, 4,7%

[Tapes 5/107, 4,7%
MoHormierus 1/107, 0,93%
PaukynsipHbIi CHHAPOM 1/107,0,93%
[TaTosnorus 3putenbHOi cuctemsl, 113/119, 95% 14/113, 12,3%
Cunnpom 'opHepa: 7/14, 50%
-JI0 OTIepaIiu 4/7, 57%
-TocJjie onepanyuu 2/7,29%
-niocie nmoctaHoBku [IBK 1/7, 1%
Kocornasue 4/14, 29%
Yactuynas atpodus 3pUTEIHHOTO HEPBa 2/14,14%
CyXO0CTb POTOBHIIBI 1/14, 7%
AMOmnonus 1/14, 7%
[Maronorus cepredHo-cocyauctoi cuctemsl, 112/119, 94% 15/112, 13 %
ApTtepuanbHas THIIEpPTEeH3US] 4/15,27%
Bropuunas xapauoMuonaTus 2/15,13%
Paznuunbie BUIBI apUTMUU 10/15, 67%
Krnanannsle HapyuieHus 4/15,27%

- HEZIOCTaTOYHOCTh MUTPAJIBHOTO KJIallaHa 3/4

- CTEHO3 a0pTaJIbHOI'O KJIallaHa 1/4

Bropuunsbie 100pokavyecTBeHHbIE 00PA30BAHUA

Bropuunsie nobpoxauectBennble oopasoanus (BO) Opuiun oOHapyxkensl y 7/119 mauuenton

(5,8%). B o6mieit ctpykrype BJIO npenmyiiiecTBEHHO peacTaBiIeHbl ocTeoxoHapomamu n=6/119 (5%),

nuaoMaTpukcomoi koxu men n=1/119 ciyuqae (0,8%). Kymymnstusnas Bepostaocts BJIO uepes 5 net

u 10 et mocie mocTaHOBKH IMarHo3a B oOiiei rpynme narueHToB cocrapiset 0,9% (95% JA1:0,1;5,9)

u 7,1 % (95% A:3.,4; 14,5) (Pucynox 14).

passuTUsi

OAI

T T T T
0 24 48 72

T T T T
96 120 144 168

Bpewn, NpolLEALLEE G MOMEHTA IOCTAHOBKI AATHO33, MEC,

Yucno noagsepkeHHbIX pucky (number at risk)

119 119 119 109

70 31 4 0

Pucynok 14 — Kpusas Kamnana-Meitepa kymynsituBHoOH BeposiTHocTH pazButus BJ1O ¢ 95% JIU y manineHToB, IepeHecInx

HBJI npomexxyTouHOI! 1 BeIcoKoM Tpymnnsl pucka. [Ipumedanus: JIW, noBepuTenbHBIN HHTEpBaI
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Bropuunble 310Kka4yecTBeHHbIE OITYX0JIH

Bropuunsie 3nokauectBeHHble omyxoau (B30) Boisinens! y 5/119 nauuenTtos (4%). B obueit
ctpykrype B30 oTMeuanuch BTOPHYHBIA MHUETOWAHBIA Jeiko3, n=2 (40%), mamwiispHBIA pak
LIUTOBUIHOM Kene3bl, n=2 (40%), nepuBacKyJisspHasi SIUTENNaIbHO-KIETOYHAsI OITyXO0JIb (11ekoMa), n=1
(20%). B pesynbTaTe OAHOMEPHOIO aHaiM3a 3HAYMMBIX (AKTOPOB pHCKa HE BbIABIEHO. OJHAKO
nposegenue BXT ¢ ayto-TI'CK noBeimaer puck pa3sutuss B30, HO cTaTHcTUYeCKH HE 3HA4YUMO (p
=0,059). [Tpu 3TOM paznuuus B KyMyJIsITUBHOU BeposTHOCTH pa3BuTus B30 B rpymnme naruentos ¢ HBJI
Ipynnbl IPOMEXKYTOYHOIO U BBICOKOTO pucka B 3aBucumoctu oT nposeneHus BXT c¢ ayto-TI'CK
SIBJIAIOTCS] CTATUCTUUYECKU 3HaYMMBIMU: yepe3 10 jieT mocie nocTaHOBKY IMarHo3a JaHHbIN MOoKa3aTellb
coctaBimsier 0 % (95% AU: 22,9; 45,9) y nanmenToB, kotopsiM He npoBoamwin BXT ¢ ayto-TI'CK
mpotuB 8,2% (95% AU: 3,5; 18,6) y manueHToB, KOTOPHIM JAaHHYIO Tepanuio npoBoawmm (p= 0,035;

Pucynok 15).

passuTis

p=0.035

01 T T T T T T T T
0 24 48 72 96 120 144 168

Bpems, NPOLIEAWEe C MOMEHTA NIOCTAHOBKA ANArHO3a, Mec

Yucno noasepeHHbIX pUcky (number at risk)

TrCK tepanuu He nposoaunace 56 56 56 52 26 2 0 0
TrCK repanua nposoaunacs 63 63 62 57 45 20 3 0

Pucynox 15 — Kpussle Kamnana-Meitepa kymynaTuBHON BeposTHocTH pa3Butus B30 y mauuentoB ¢ HBJI
IIPOMEKYTOUYHOM 1 BBICOKOH TPYIIBI prcKa. B 3aBcuMocTH oT nposeaeHus BXT ¢ ayto-TI'CK (kpacHas nMHUS U KpacHas
o0macts 95% JI1) u 6e3 BXT ¢ ayro-TT'CK (cunss nuuus u cunss oonacts 95% 1)

Kymynarusnas BepositHocTh pa3Butus B30 uepe3 5 u 10 ner nocsie nmocTaHOBKHM JIMarHo3a B
oOuieit rpynne nauuentoB ¢ HBJI rpyrimbel mpomMekyTOUHOT0 U BBICOKOTO pHUCKAa MOBBIIIANACh B TEUEHUE
JUTHTEIILHOTO TIeproja Habmonenus u coctasuia 1,7 % (95% AU: 0,4; 6,5) u 4,4% (95% AN:1,9; 10,3),

cooTcTBeTCTBEHHO (PucyHok 16).

passuTia

T T T T T T T T
0 24 48 72 96 120 144 168
Bpems, npoweawee ¢ MOMeHTa NOCTaHOBKM AUarHo3a, Mec.

Yucno noasepxeHHbIX pucky (number at risk)

119 119 118 109 71 31 3 0

Pucynok 16 — Kpusas Kannana-Metiepa kyMmynatuBHO# BeposiTHOCTH pazButus B30 ¢ 95% JIW y nanueHToB, EpeHecInX
HBJI npoMexxyTO4HOI 1 BBICOKOH TPYIIIBI pHUCKa
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BinsiHue oTAaJIeHHBIX MOOOYHBIX I(PPeKTOB HA COUHUAIBHYI0 AJANTANNI0 NANMEHTOB €
Helpo0/1acTOMOii, 3aBepPIIMBIIUX ClIeHU(PUYECKYI0 TePaNHI0
B pabore Obiia mpoBeneHa OICGHKA COLMMAIBHOW aJanTallid Ha OCHOBAaHUHM IPOBEACHUS
anketupoBaHus poauteneit. [IpoanammsupoBano 459/518 (89%) amkxer. Hapymienuwe cornumanbHOM
aganTanuu BbIiBIeHO Yy 135/459 (29%). B 22% (n=81/368) HapyimieHue coOnMaabHOM aJanTaiuu
Ha0JII0/1a710Ch Yy TAIMEeHTOB IPyNIbl HU3KOro pucka mnpotuB 59% (n=54/91) mauueHTOB Tpynmbl

MIPOMEXKYTOUYHOT0/BbIcOKOr0o pucka (Pucynku 17 u 18).

ITocerenue JOMIKONBHOIO/IIKOIBHOTO yupexacHus, n=340/368 I 92%
Bakuunauus, n1=254/368 I 69%
Hanunuune obpa3oBarenbHbIX TPYJHOCTEH, n=47/354 | 13%
CHuKEeHHE KOHIEHTPAllM BHMMaHus, n=37/365 Il 10%
[Mcuxosoruyueckas noajaepxkka, n=35/356 il 10%
CHmxeHue naMaTu, n=29/361 Il 8%
TpynHocTH 001meHus pebeHKa co CBepCTHUKAaMu, n=24/362 Il 7%
CHMXeHUE aKTUBHOCTH, n=19/365 WM 5%

Jomamnee o0y4enue, n=11/368 M 3%

Pucynok 17 — OOmmas cTpyKkTypa counanbHoi afantanuy napenToB ¢ HBJI rpymmsr HU3Koro prcka

Mocemenne nomkonsHoro/mkonsuoro yupexacuus, n=84/91 [ NGl 92%
Baxuunauus, n=38/91 [N 42%
Hanuune o6pasosarensubix Tpyanocteit, n=32/83 [ NG 39%
Hecuxonornueckas noanepxka, n=27/32 || NG 33%
Cumxenue konuenrpaunn suumanust, n1=28/87 [ NG 32%
Cumxenue namstu, n=20/88 [N 23%
Cumxenue akrusnoctd, n=18/39 [ NG 20%
Tpyauoctu o6wenns pedenka co ceeperuukamu, n=13/87 [ NG 15%
JHomamwnee o6yuenne, n=7/91 [l 8%

Pucynoxk 18 —O0mias cTpykTypa conanbHoi agantanuy naureHto ¢ HBJI rpynmbsl mpoMexyTo4HOTO U BBICOKOTO PUCKA

[Ipn ananu3e MOMyYEHHBIX JAHHBIX IMOKA3aHO, YTO MAI[MEHTHl I'PYMIbl MPOMEXKYTOUHOTO M
BBICOKOTO PHCKA CTAaTHCTHYECKH 3HAYMMO daiie uMmenu cHiwkenue namatu (p <0,001), cHmxeHue
aktuBHoctH (p <0,001), Hapymenue xoHueHTtpauuu BHuUMaHus (p <0,001), obpazoBarenbHbIE
tpyaHoctH (p <0,001), npobnemsl ¢ kommyHukanuei (p =0,011), HeoOX0IUMOCTH B IICUXOJOTUYECKON
noaaepxkke (p <0,001) B cpaBHEHUH ¢ MallMEHTaMU IPYIIIbI HU3KOTO PUCKA. Y MallMEeHTOB, IEPEHECIINX
tepanuio 1o nosoxy HBJI u umeBmmx 6onee apyx OIID, ctaTucTUYeCKH 3HAUUMO Yalle OTMEYAJINUCh
cHmkenue mamatu (p <0,001), cHmxenue aktuBHocTH (p <0,001), HapyuieHHWE KOHUEHTpaLUu
BauMaHus (p <0,001), obpazoBarenbubie TpyaHoCcTH (p <0,001), HEOOX0MUMOCTH 00YyUEHUS Ha TOMY (P
<0,001), crmoxxHOoCTH BO B3auMojeWcTBUU cO cBepcTHUKaMH (p <0,001), a Takxke MOTPeOHOCTH B

ncuxosiornaeckont mogaepxkke (p <0,001) (Tabmuma 4).
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Tabnwuia 4 — ®akTOphI pUCKa HAPYIICHUS COIMATBHOMN afanTaluy y IeTel U MoapoCcTKoB, nepeHecmnx HBJI

[Tapametp I'pynmna I'pynmna p-value Menee aByx | bonee aByx p-value
HU3KOTO MIPOMEKYTOUHOTO OIID (n, %) | OIID
pHucKa /BBICOKOTO pHUCKa (n, %)
(n, %) (n, %)
CHmxenue mamatd | 8% 23% (n=20/88) p<0,001 | 7% 26% (n=26/99) | p <0,001
(n=29/361) (n=23/336)
CHMXeHue 5% 20% (n=18/89) p<0,001 | 4,4% 22% (n=22/101) | p <0,001
AKTUBHOCTH (n=19/365) (n=15/339)
Hapyenue 10% 32% (n=28/87) p <0,001 | 8,2% 38% (n=37/97) | p <0,001
KOHIICHTPAIIUH (n=37/365) (n=28/341)
BHUMaHHsI
O6pazoBatensibie | 13% 39% (n=32/83) p<0,001 | 13,7% 35% (n=34/96) | p <0,001
TPYJIHOCTH (n=47/354) (n=45/327)
[po6aemsi ¢ 7% 15% (n=13/87) p=0,011 | 6% 18% (n=18/101) | p <0,001
KOMMYHHUKaIIHEH (n=24/362) (n=19/334)
[cuxomoruueckas 10% 33% (n=27/82) p <0,001 | 9% 35% (n=32/91) | p <0,001
O IICPIKKA (n=35/356) (n=30/333)
HomarHee 3% 8% (n=7/91) p=0,063 | 1,8% 12% (n=12/103) | p <0,001
o0yueHHe (n=11/368) (n=6/336)
BriBoabl

1. Otnanennsie moO0UHbIE IPGEKTHI CO CTOPOHBI PA3IMYHBIX OPraHOB U CHCTEM Pa3BUBAIOTCS Y
55% nereit u moIPOCTKOB, nepeHecux Tepanuto no nosoay HBJI. B crpykrype OIID npeobianator
[IATOJIOTUU CO CTOPOHBI KOCTHO-MbILIEUHOH cucteMbl (39%), numieBaputenbHOll cucteMbl (23%),
MOYEBBIIETUTEIBHOMN cucTeMbl (19%), snnokpunHOM cuctemsl (11%).

2. B rpynmne mamuentoB ¢ HBJI Huskoro pucka OIID BcTpedaroTcs MEHEE YeM Y IOJIOBHHBI
001bHBIX (44%) pu MeMaHe KOJIMYEeCTBa MMO3JHUX OCI0KHEHUH Ha OJIHOTO nanueHTa - 1 (pa3zdpoc 1 -
5). Haubonee yacteiM OIID B rpynmne HU3KOro pucKa SBUIUCH MAaTOJIOTHUS KOCTHO-MbIIEUYHOH (26%),
nunieBaputenbHoi cucreMbl (16%), MoueBbaenuTenbHoON cuctembl (11,3%). BoisBiena 3Haunmas
B3auMOCBs3b ¢ nposeaenuem IIXT u naronorueit 3y6oB (p = 0,004) u nuiieBapuTeIbHON CUCTEMBI (p
= 0,005). CtpykTypHBIE U3MEHEHUs MeueHu y 00abHbIX ¢ 4S craaueit HBJI wame nabmromganuce mocie
nposenenus XT (p <0,001) u JIT (p = 0,004). K dpaxropam pucka pa3Butus 1edopManuy Mo3BOHOYHUKA
y MalMEHTOB I'PYIIbl HU3KOTO PUCKA OTHOCUJIOCH BBINIOJIHEHHE HEHPOXUPYPIUUECKOTO BMEIIATENbCTBA
(» <0,001), TopakoTomuu (p <0,001), pacmpocTpaneHne OMyX0JIM B TO3BOHOUYHBIHN KaHai (p <0,001).

3.V GonpummHcTBa nauuentoB ¢ HBJI mpomexyTtounoit u Bbicokoi rpynmnbl pucka (92%) mpu
JUIUTEIbHOM KaTEMHECTHYECKOM HalmroaeHuu BbisBisuiMch OIID Tepanuu ¢ mMennaHoil KojauuecTBa
Mo3HUX ociokHeHui 3 (pa3opoc 1 - 7). Haunbonee yacteim OI1D B manHO# rpyIine SBUINCH TATOIOTHS
KOCTHO-MbIIIeYHOH (78%), nuiieBapuTenbHol cucteMsl (46%), MOUEBBLACTUTENBHON cUCTEMBI (46%),
Hapymienue ciayxa (45%), matosorust 3HIOKpUHHON cucTeMsbl (35%).

A) B crpykType mnmarosoruu KOCTHO-MBIIIEYHOM cucTeMbl B rpymnne mauueHtoB ¢ HBJI
MIPOMEXYTOUHOTO M BBICOKOIO pHcka ObulM marosnorus 3y0oB (66%), nedopmanus HUKHHX

koHeuyHocTell (41%), nedopmauust no3BoHouyHuka (39%), HapylleHHEe MHMHEPAIbHON IJIOTHOCTU
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KOCTHOM TKaHM W TiepesioMoB Kocter ckenera (20%), mapymenue pocra (17%). dakropamu pucka
Pa3BUTHS NATOJIOTMH KOCTHO-MBILIEYHOMN CUCTEMBI Y MALIUEHTOB IPYIIbI IPOMEKYTOYHOIO U BEICOKOT'O
pucka sBuinch 1) nposenenue BXT ¢ ayto-TI'CK npu cromaronorunueckux npodnemax (p = 0,029),
MIPU CHUKEHUW MUHEPAIBHOM MIIOTHOCTH KOCTHOM TKaHU U TepenioMax Kocrei ckenera (p = 0,022); 2)
[IATOJIOTUS TOYEK MpH JedopMalui HIKHUX KoHeuHocTel (p = 0,004) u npu CHUKEHUU MUHEpaIbHOU
IJIOTHOCTA KOCTHOW TKaHW U mepenomax Koctedl ckemera (p < 0,001); mnpoemeHue
Helpoxupypruueckoro BmeniarensctBa (p = 0,028), topakoromuu (p = 0,023) u MHTpaKaHAIbHOIO
pacnpoctpaneHusi 6osee yem Ha 33% omyxonu (p = 0,022) npu gedopmanuy MO3BOHOYHUKA; PUCK
Hapyuenust pocta (17%) nossimaer npumenenne BXT ¢ ayto-TI'CK (p = 0,027); 3agepxka pocra
JOTIOJTHUTEIHHO 00YyCIIOBJIEHA 00TyUYeHUEeM Tell T03BOHOYHHKA (p = 0,042).

b) Hapymenue ciyxa 6bu10 BosiBIeHO Yy 45% nauuentoB ¢ HBJI B rpynne npomexyTo4HOro u
BBICOKOI'O pucka. PakTopaMu pUCKa pa3BUTHS HapyLICHHUE CiIyXa SBJISETCS MPUMEHEHHE LUCIUIaTHHA
6omnee 400 mr/m2 (p = 0,004).

B) B crpykrype HapylieHUH 3HIOKPUHHON CHUCTEMBI B IPYIIE MPOMEKYTOUHOIO U BBICOKOTO
pucka Haubosiee yacToil ObUla MATOJOTUS IIUTOBUAHOM sxene3bl (98%). Puck pas3Butus marosoruu
ITUTOBUIHOM ’KeJIe35I TTOBIITAETCS TIPH HATMYINHK TakuX (GaKkTopoB Kak nposenenue 3 [-MUBI Tepanun
(p <0,001) u BXT c ayro-TI'CK (p =0,002);

4. Bropuunble omyxonu y nauueHtoB ¢ HBJI rpynm mpoMexyTO4YHOrO M BBICOKOIO pHCKa
BcTpeuannch B 1,4% caydaeB. B crpykrype BJIO omyxoneit momaBisitomiee OOJBITUHCTBO
MPEACTaBICHO ocTeoxoHapoMamu (n=6/7, 86%). B ctpykrype B3O Habmromanuce Takue OmyXoJim Kak
BTOPUYHBIA MUENOUAHBIN JeHko3 (n=2/119), manuuisipHblii pak MMTOBUIAHOU Xkene3bl (n=2/119),
MepUBaCKYJIIpHasl SMUTEINATBbHO-KJIETOYHAas onyxoib (n=1/119).

5. Hanuuue 6onee aByx OIID, tepanust B paMkax MPOMEKYTOYHOW U BBICOKOM TPYIIIBI pUCKa
MPUBOAUT K HAPYLICHUIO COIMANBbHOW amantamuu y 29% nereit m moapocTkoB. B obmieit rpymnme
MAlUCHTOB HAOJ0aUCh: CHIDKCHHE mamsatu B 11%, cHuKEHUE aKTUBHOCTH B 8%, HapylIieHUE
KOHLEHTpaluuu BHUMaHus B 14%, oOpa3zoBaTenbHble TpyAHOCTH B 18%, mpobiemMbl ¢ KOMMYHUKaLUEH
B 8%, mcuxojoruyeckas mnoanepxka B 14%, momamHee oOyuenue B 4%. Hawmbompmas uacroTa
BCTPEUAEMOCTH CHIKEHUS aJalTallii OTMEYAETCs B IPyIax MallMeHTOB IPOMEKYTOUHOTO U BEICOKOT'O

pucka 59%.

HpaKTuquKue PE¢KOMEHIAUU

1. Bcem mnamumenrtam, 3aBepmmBIIMM JedeHue 1o noBoxy HBJI, mokaszaHo mnpoBeneHue
JUTUTEIIBHOTO KaTaMHECTHUYECKOTO0 HAOIOACHHUS U OOCJIEOBAHMS B 3aBUCUMOCTH OT aHATOMHYECKUX

XapaKTEPUCTHK OITyXOJIU U 00beMa MPOBEIECHHON Teparui.
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2. VYwuuteiBasgs 1mupokuil cnektp OIID Tepanuu y DAUMEHTOB TPYIHIbl BBICOKOTO U
MIPOMEXKYTOUYHOI'O PUCKA [MOKA3aHO COBMECTHOE BEJIEHUE CO CMEXHBIMU CIIELUAINCTAMU, B TOM YHUCIIE
C y4acTHEM Pa3IMYHbIX IPOPUIbHBIX METUIUHCKUX LIEHTPOB.

3. Heo0xoaumo mnpoBOAUTH NPOMUIAKTUYECKHE MEPONpPUSTHS, HANpaBICHHbIE Ha paHee
BbIsiBIeHHEe OIID ¢ 1enpio cBOEBpeMEHHOM Tepaliuu, BKJIoYas 0ecepl ¢ POJUTENIMUA O BO3MOXKHBIX
puckax pasutust OI1D 1o Hauana Tepanuu, Ha dTanax JEYeHUs U I0CIIe 3aBEPIICHUSI TEPAIIUU 10 TIOBOY
HBJL

4. C 1enplo OCYLIECTBJIECHHUS CBOEBPEMEHHON JAMATHOCTUKHU TYTOYXOCTH y JIeTed U MOJPOCTKOB
nociyie Tepanuu 1o nooay HBJI rpynnbl npomMexyTOYHOTO U BBICOKOTO PUCKA MMOKa3aHO IMPOBOJUTH
€XKEroJIHO ayAUOMETPUIO U KOHCYJIbTAILIUIO CYypA0JIOora.

5. C 1ienbo BBISIBIIEHUS SHIOKPUHHBIX OCJIOKHEHUH y nanueHToB ¢ HBJI HeoOxoauma peryssipHas
OLIEHKa YPOBHSI TOPMOHOB IIIUTOBUAHOM KeJIe3bl U MOJIOBBIX KeJle3, MajJbHalus IUTOBUAHON Kelle3bl,
VY3U muToBUIHON Keae3bl, OCMOTP 3HAOKpHUHOIOra. i HCKIIIOUEHUS! TaTOJIOTUH PEernpoayKTUBHON
CUCTEMbI HEOOXOAMMa OL[EHKA MI0JI0OBOIO CO3PEBAHMSI SHJOKPUHOIOIOM, THHEKOJIOTOM.

6. ITarmmenTam, pazsuBmmM B30 u BJ1O, kucThl B moykax, MoKa3aHoO MPOBEIEHNE T€HETUIECKUX
UCCIIEIOBAaHUM, HAIpPaBJICHHBIX Ha BBISBIECHUE TEPMHUHAIBHBIX MYyTallUM, MpeApacroiaraiolliux K
Pa3BUTHIO JaHHBIX 0OPa30BaAHU.

7. lloBbllieHHass HEOOXOIUMOCTb B IICUXOJOTHMYECKON MOJIEPKKE IAlMEHTOB TPYIIIIbI
MIPOMEXKYTOUYHOTO U BBICOKOTO pHCKa TpeOyeT CBOEBPEMEHHON KOHCYJbTAllMU ICHUXOJOra Ha BCEX
JTanax JeYeHUs U MOCIIe 3aBepUICHUs TePauH.

8. IlpuMeHeHHE aNrOpUTMOB IUIAHA KaTaMHECTHYECKOro HaoOmroaeHus, auarHoctuku OI1D
Tepanuu y nauueHtoB ¢ HBJI mo3BosiseT ucrnonb30BaTh €ro He TOJIBKO JAETCKMMH OHKOJIOTaMHU, HO U
BpauaMu oO1eil npakTuku. Pa3paboTraHHble aaropuTMbl IOMOTYT CBOEBPEMEHHO MPO(UIAKTUPOBATH
pa3BUTHE TSHKENON creneHu BoipaxkeHHOCTH OI1D 1 Ha3HauUNTH HE0OXO0IMMOE JIeUeHHUE JaHHOM TPyIIIe
OO0JIbHBIX.
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Cnucok cokpameHui

Ayto-TI'CK — ayTonornysas TpaHCIUIAHTALHs T€MOITOITHIECKHX CTBOJIOBBIX KIIETOK
JIHK — ne3okcupnOoHyKIeHHOBas KUCIIOTA

BCB - 6eccobbiTHiiHas BbikuBacMocTb OB — 0011iast BEKHBaeMOCTh

BXT — BbICOKOI03HAs] XUMHOTEPAIUs

B30 — Bropru4HBIE 3710Ka4ECTBEHHBIE OITYXOJIH

BJ1O — BropuuHble 100OpOKayeCTBEHHbIE OITYXOJIH

JI — noBepuTeNbHBINA HHTEPBAI

3HO - 3n0KkauecTBeHHOE (-bIe) HOBOOOpa3oBaHHE (-Hs)

KV — koHTpacTHOE ycHuieHue

JIT - ;ry4yeBas Tepanust

JIPHI] - JIeueOHO-peabMIIMTALIIOHHBII HAyYHBII LIEHTD

MBII — MoueBBIBOAILUE TYTH

MPT — MarHUTHO-pe30HaHCHas ToMOrpadus

HBJI — neiipobnactoma

OIID3 — ornanenssle 1o604HbIE 3P (EKThI

OII — oTHOLIEHHE IIAHCOB

IXT — nonuxumuoTepanus

CK® — ckopocTh Kiy00UKOBOI uibTpanuu

VY3U — ynpTpa3ByKoBOE UCCIIEIOBAHUE

OI'bY «HMUIL AT'ON um. Im.PorayeBay» M3 PD — denepanbHOe rocynapcTBeHHOE OrODKeTHOE yupexieHue «HanmoHanbHbIi
MEJMILMHCKHN HCCIIEA0BATENIbCKUM LIEHTP AETCKOI reMaToJIOr MK, OHKOJIOTMH U UMMYHOJIOrMY uMeHH JImutpus PoraueBa» Munucrepcrsa
31paBooxpanenus Poccuiickoit denepanun

OHI — doxanbHas HOLyIsApHAS THIEPILIA3Us

XT — xumuorepanus

XBIT — xponnueckast 60JIC3Hb OUEK

[IBK - nentpanbHblii BEHO3HBII KaTeTep

OK- snuaypanbHas KoMrpeccust

9x0-KTI" — sxokapauorpadus

OKT — anexrpokapauorpadus

BILMHBI - 1'I-meraiion6ensunryanuaus (‘2 I-MUBI - 13 [-meTaiion6eH3uIryaHuImHg)
13-mmucPK — 13-muc peTnHOEBas KUCIOTa

GPOH - German Society for Pediatric Oncology and Hematology

CEM - carboplatin, etoposide, melphalan (kap6ormiaTus, 3Torno3na, MelndaaH)

SIOPEN - International Society of Pediatric Oncology Europe Neuroblastoma (MexnyHaponHas eBpomneickas neauarpuyeckas
OHKOJIOTHYECKast TPyYIINA [0 U3Y4YEHUIO0 HelpoOI1acToMbl)

TreoMel - treosulfan, melphalan (tpeocynsdan, Mendanan)



