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IlepcoHanbHu

CKJIAJA MYJbTHIUCUMILUIIHAPHOI Ppo004Y0i rpynu

ONPALNIOBAHHS KJIIHIYHOI HACTAHOBH

Hy6pos Cepriit
OnekcanapoBuY

MamkeBruu
Onekcanapa
['puropiBua

JlenkoB AHaTOJII
I'puroposuu

BepboBkina
Haramisg OneriBaa

Kommk Onena
OnekcaHapiBHa

KiaumMmHIOK
['puropiii
IBanOBUY

Ocradiituyk
Bacwin
BacuiroBuu

CikauboB Cepriii
CepriiioBuu

[ITakipoBa
Cranicnasa
BacwuiiBHa

nepimuii 3acTymHUK MIHICTpa OXOpOHHU 3A0pOB’s YKpaiHu,
rojioBa po0o4oi rpymnu;

aupektop JlemapramMeHTy MeAWYHUX Mociayr MiHicTepcTBa
OXOpOHHU 370pOB’S YKpaiHW, 3aCTymHUK TOJOBH pPOOOUYOl

rpym;

3aBiyBa4 HAYKOBO-JOCIITHOTO BIUIIIJIEHHS OHKOJOTIYHOI
opTomenaii  JEp:KaHOro  HENmpUOYTKOBOTO  IMiANPUEMCTBA
«HarioHaibHUI 1HCTUTYT pakKy», JI.M.H., 3aCTYITHUK TOJIOBU
po00YOi rpyMu 3 KIIHIYHUX TUTAHb;

HAyKOBHH CIIBPOOITHUK BUIAUICHHS XIMIOTeparmii COJITHUX

OyXJUH  JIEPKAHOTO  HENMPUOYTKOBOTO  MiANPUEMCTBA
«HarrioHaJIbHU IHCTUTYT PaKy»;

KEpIBHUK MaTOJOTOAHATOMIYHOTO  BIIJUJICHHS  MEIUYHO1
naboparopii CSD TOBApUCTBA 3 00MEKEHOIO

BiAnoBiAanbHICTIO «CSD JIaby» (3a 3romo10);

3aBiJlyBay HayKOBO-JIOCJIiJHOTO BIIJIUICHHS AUTSYOT OHKOJIOT1]
Jiep>KaHoro HenmpuOyTkoBoro mianpuemcTBa «Haronansuuii
THCTUTYT paKky», K.M.H;

JKap-OHKOJIOT BIJAUICHHS OHKOOPTOMEAll, MyXJIUH HIKIpU Ta
M’SIKMX TKaHWH JIEPXKAHOTO HEMpPUOYTKOBOTO MiANPUEMCTBA
«HarrioHaJIbHU IHCTUTYT PaKy»;

JIKap-XIpypr-oHKOJOT  BIJUIEHHS  MYyXJIWH  TCYIHKH,
OiJIUTYHKOBOT  3aJl03W  Ta  OHKOBAaCKYJSIpHOI  Xipyprii
Jep>KaHOTO HENMpUOYTKOBOro miAnpuemMcTBa «HarioHanbHU
IHCTUTYT paKy»;

IpeICTaBHUK rpoMasicbkoi opranizaiii «Adina. XXinku nmpotu
paky» (3a 3roJi010);
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MeTtoauuHuii cynposia Ta ingopmaniiine 3a0e3nevyeHHst

I'ynenko Okcana HAaYaJIbHUK BTy CTaHAAPTU3ALI] MEIUYHOI JIOMOMOTH

IBaHiBHA JHepxaBHOro mianpueMcTBa «JlepKaBHUM €KCIIEPTHUM IIEHTP
MiHicTepcTBa OXOpPOHM 3JI0pOB’S  YKpaiHW», 3aCTYIMHHUK
rOJIOBU POOOUOi IPYIH 3 METOOJIOTIYHOTO CYTIPOBOTY .
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Penensenru:
Cusak Jlro6oB 3aBiJlyBa4 HAYKOBO-JIOCJIIIHUM BIJJUICHHSAM XIMiOTepamii
AHJpiiBHa HanionansHoro iHcTuTyTy paky MO3 Vkpainu, npodecop,
I.M.H.;

Bupsa Oner 3aBigyBad BiajauieHHs oHkooptonenii JY «XapkiBchkuit
€BreHoBUY IHCTUTYT  maTojiorii  xpedTa Ta  BEIMKUX  CYIrJo0iB,

M. ipod. ML.I. Citenka» mpodecop, J1.M.H.

Ieperasa kiaiHiuHOI HACTAHOBH 3anjiaHoBaHo Ha 2027 pik
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HNEPEIMOBA MYJbTUJIUCIHUILIIHAPHOI POBOYOI I'PYIIU

Capkoma FOinra (CHO) € onHi€lo 3 HalarpeCUBHIMIMX 3J0SKICHUX MYyXJIMH Ta
JIPYTOIO0 32 YACTOTOKO CEPe/I 3MOSIKICHUX IMyXJIMH KICTOK Yy JIiTeH 1 ctaHoBUTh 10-15% y
CTPYKTYpl 3aXBOPIOBAHOCTI Ha capkoMu KicTok. CHO pinko 3ycTpidaeTbesl y miTei
BIKOM J10 5 pokiB Ta y nopocnux crapiie 30 pokis. [lik 3aXBOpIOBaHOCTI IpuUIlajae Ha
10—15 pokiB. [ns KICTKOBHUX CapKOM XapaKTepHHM IIBUAKUI pPICT Ta paHHE
MmeTacTtazyBaHHs. Jlo 3acTocyBaHHS cuCTeMHOI Tepamii Maixe y 90% maiieHTiB
PO3BUBAIHCS METACTa3M.

3rigHo 3 YTOYHEHUMH JaHUMU HallioHampHOTO KaHIEp-peecTpy YKpaiHu y
2020 poui B VYkpaiHi 3apeecTpoBaHO 329 HOBHUX MIATBEPKEHUX BHUMAAKIB YCIX
NEPBUHHUX 3J04KICHUX MyXJIMH KICTOK (187 y wonoBikiB, 142 y xiHok), 3 Hux CHO
niarHoctoBana y 32 (19 — y mitel Ta miTITKIB). Y CTPYKTYpl 3aXBOPIOBAHOCTI Ha
capkoMu KicTok, capkoMma lOinra cranosuth 10,1%. Iloka3HuK 3aXBOpPIOBAHOCTI HA
370SIKICHI TTyXJMHU KicTok ckiaB 0,9 pumaakiB Ha 100 Tuc. Hacenenus, mias CHO —
menbie Hik 0,1 Ha 100 Trc. CmepTHICTh (rpyOmii moka3Huk) ckias 0,5 Ha 100 TuC.
HACEJICHHS /IS YCiX CapKOM KICTOK.

OxoIyieHO crheriaJbHUM JIIKYBaHHSM TNEepBUHHUX XBopux 64,1%. 3 Hux
OTpUMAJU: TUIBKK XIpypriuHe jikyBaHHS 26,4%; xomOiHOBaHe ab0 KOMILJIEKCHE
nikyBaHHs 33,1% maItiHTiB.

Biamosimao no HK 025:2021 «Knacudikarop xBopo0O Ta ciopigHEHUX MpoodIeM
B oxopoHi 3mopoB’s» (Hakaz Minexkonomiku Big 04.08.2021 Ne 360-21 «IIpo
3aTBEP/KEHHS HaIlIOHATBHUX KIacu(pikaTopiBy), capkoma KOTHra KomyeThes sK:

C40 3nosikicHe HOBOYTBOPEHHS KICTOK Ta CYTJIOOOBUX XPSIIIIB KIHIIIBOK

C41 3noskicHe HOBOYTBOPEHHS KICTOK Ta CYrjo00BHX XpSIiB I1HIIUX Ta
HEYTOYHCHUX JIOKAJTI3allii.

MeTo01010Tis1 CTBOPEHHS KJIIHIYHOI HACTAHOBH

HNana xmiHiyHa HactaHoBa (KH) pospoOnena BianmoBigHO 10 MeTtoauku 3
pPO3pOOKH Ta BIPOBAKEHHS CTAHAAPTIB MEAUYHOI JOTMOMOTH Ha 3acajax J10Ka30BOi
MEJIUIIMHY, 3aTBeppkeHol HakazoM MO3 Vikpainm Bim 28.09.2012 Ne 751 «IIpo
CTBOPEHHSI Ta BIPOBAHKCHHS MEIMKO-TEXHOJIOTTYHUX JOKYMEHTIB 31 CTaHAapTH3aIli
MEIUYHOI TOTIOMOTH B CHUCTEMi», 3apeecTpoBaHUM B MiHICTEpPCTBI FOCTHINT YKpaiHu
29.11.2012 3a Ne 2001/22313 (31 3MiHamMu) Ta aJanToBaHa JJiI CUCTEMH OXOPOHH
3nopoB’st Ykpainu. KH po3pobOieHa MyJlbTHAUCHUILIIHAPHOIO POOOUYOI0 TPYIOL0,
NEePCOHANILHUNA CKJIAJ] SIKOT 3aTBEPPKEHO Haka3oM MIiHICTEpCTBA OXOPOHU 3]10POB’S
VYkpainu Big 18.05.2021 Ne 967. MinicTepcTBa OXOPOHH 3710POB’ sl YKpaiHu.


https://ru.wikipedia.org/wiki/%D0%9C%D0%B5%D1%82%D0%B0%D1%81%D1%82%D0%B0%D0%B7%D0%B8%D1%80%D0%BE%D0%B2%D0%B0%D0%BD%D0%B8%D0%B5

3a ocuoBy manoi KH oOpano nHactanoBy 3 niarHoctuku Ta jdikyBanHs ClO, ii
PI3HUX TICTOJIOTIYHUX MIATHITIB Ta cTafdii, po3podieny ISG (Italian Sarcoma Group)
B paMKax CTpaTeriuHoro nmpoekty «CTpaTeriyHuii albsHC MPOTH PAKy»

Linee guida per il trattamento del Sarcoma di Ewing, 2010

Ileit moxymeHT OyB MIJArOTOBJICHUN Ta 3aTBep/KeHuil KoHceHcycoMm, 110
B110yBcst B bosioHbi B opToneanunoMy 1HCTUTYTI Rizzoli 22 Tta 23 Bepecns 2010 p. Ta
SKUM TIOJIITuIacs rpymna ekcrneptiB (auB. Jlogatok) 3 piBHeM gokaszoBocti (I - IV) Ta
cTyneHsMu pekomenpamnid (A-D), mo npuiAHATO AMEPHUKAHCKUM TOBapHCTBOM
KJIIHIYHUX OHKOJIOTiB. 3asiBU, SIKI HE CYNMPOBOKYIOTHCS PIBHEM JOKa3iB 1 CTyNEHEM
pPEKOMEHJIAIll € CTaHJapPTOM MOBEAIHKH, IO PO3AUIIIOTH Tpynu ekcrepTiB. 3 2010
POKY 110 1bOTo 4acy HactaHoBU |SG He 3a3HanmM HISIKUX JIONIOBHEHBb Y 3B’S3KY 13
BIJICYTHICTIO HOBHUX JIarHOCTHYHUX Ta JIIKyBaJbHHUX METOJMK 3 JOCTAaTHIM DPiBHEM
nokazoBocTi. [Ipote, 1t OKpeMHX MOJIOKEHb WIEHHW MYJIbTHIUCIUILTIHAPHOT poO0U0i
IPYIU BUKOPUCTAIU J0JIATKOBO HOBY PEJIaKIlII0 KJIIHIYHOI HACTAaHOBH:

Bone sarcomas: ESMO-EURACAN-GENTURIS-ERN PaedCan Clinical
Practice Guideline for diagnosis, treatment and follow-up2021

Ha ocnoBi ganoi KH «Capkoma HOiHra/mpiMuTHBHA HEHpOEKTOAEpMalibHA
nyXJuHa» poboya rpymna po3podusia YHipikoBaHUN KIIIHIYHUNA MPOTOKOJ MEPBUHHOI
Ta cremiamizoBanoi MeauuHoi gomomoru  «Capkoma IOinra/ mpiMuTHBHA
HEHpoeKToIepMaibHa MyXJIMHA», Y SKOMY BUKOpPHUCTaH1 J0Ka30Bi mnosoxeHHs KH
0J1I0 €(PEeKTUBHOCTI MEJAMYHUX BTPYYaHb, fAKI, TAKOX, CIYT'YBaJId OCHOBOIO IS
BU3HAYEHHS 1HIUKATOPIB SKOCTI HAJIAHHSI MEUYHOI JOTIOMOTH NA[lEHTaM 3 CApKOMOIO
FOiHra ta npiMUTUBHOIO HelipoekToaepMaibHoto myxiauHotwo (ITHEIT).

Jana KH He moBHHHA pO3LIHIOBATUCH SIK CTAaHAAPT MEAUYHOIO JiKyBaHHA. Lle
peKOMeHAaliliHMi JOKYMEHT, 1[0 Oa3yeThCsl Ha y3arajJlbHEHOMY CTpPaTEridyHOMY
OadeHHI 010 CYYaCHOTO PO3BUTKY raly3i 3 opraHizailii MmeaunuHoi qonomoru rmpu CHO
ta [IHEIl. KH mpusHaueHa s NMpakTHKYIOYUX JIKapiB, sIKI HAJAAIOTh MEIUYHY
JIOTIOMOTY, HAYKOBI[IB, OPraHi3aTOpiB OXOPOHH 3JI0pPOB’s, 1HIIMX (DaxiBIIiB,
3aIliKaBJICHUX Y MiJABUIIEHHI SIKOCTI MEIUYHOI JOTIOMOTH.



Bone sarcomas: ESMO-PaedCan-EURACAN Clinical Practice Guidelines for
diagnosis, treatment and follow-up, 2021

PIBHI JOKA30BOCTI TA OIITHKU PEKOMEHJJAIIII

PiBHi noka3iB

Jlokasm, MpUHAWMHI,1 OJITHOT'O BEJIMKOT'O PaHIOM130BaHOTO
KOHTPOJIBOBAHOT'O JOCII/DKEHHS 3 XOPOIIOK METOJOJOTIYHOK SKICTIO

I . : . :
(HU3bKUI MOTEHITIAN YIEPEIKEHOCT]) a00 MeTaaHasi3y 100pe MpOBEICHUX
PaHIOMI30BaHUX JOCIIIKEHb 0€3 HEOJHOP1AHOCTI
HeBenuki paHIoMi30BaHl JOCHIKEHHS a00 BEJIMKI paHI0MI30BaH1

I JOCIIIJIKEHHSI 3 TM1JI03pOI0 Ha YIMEepeHKEHICTh (HM)KY4a METO/0JIOoTIvHA
AKICTh) abo0 MeTaaHali3 TakKuxX JOCHKeHb abo JIOCHIKEHb 3
MIPOJIEMOHCTPOBAHOIO HEOTHOPITHICTIO

Il [lepcnekTUBHI KOTOPTHI TOCTIKEHHS

Y PerpocniekTuBHI KOTOPTHI JOCHIKEHHS a00 JOCHIKEHHS “‘Kehc -
KOHTPOJb

v JocnigxenHss 0€3 KOHTPOJIbHOI TpPyMNH, 3BITH MPO BUNAAKU, AYMKH

eKCIIePTIB

Pexomenpaniiiai ominku

HamnonernmBo pekoMeHAYIOThCS Baromi JoKa3u e(PeKTUBHOCTI 3 1CTOTHOIO
KJIIHIYHOIO KOPHUCTIO

3aranom peKOMEHIYIOThCS CUIIBbHI 00 TTOMIPHI JI0Ka3u €(pEeKTUBHOCTI, ajie
3 0OMEKEHOI0 KIITHIYHO KOPHUCTIO



HenocraTHi 1oka3u epeKTUBHOCTI YU KOPUCTI HE MEPEBaXaIOTh PU3HK a00

C. . .
HEMOTIKN (HECTIPUATIIMBI MO/i1, BUTPATH. .. ), HEOOOB’ I3KOBO

D [ToMipHi g0Ka3u e(EKTUBHOCTI a00 HECHPHUSTIMBOTO pe3yJbTary, SK
MPaBUIIO, HE PEKOMEHIYIOTHCS

E [lepexonnmBi Aoka3u €(OEKTUBHOCTI ab0 HECHPHUSATIMBOTO PE3yIbTaTy

HIKOJIM HE PCKOMCHAYIOTHCA

3AXBOPIOBAHICTbB TA ENIJIEMIOJIOITA

[lepBUHHI MyXJIMHU KICTOK 3yCTpPIHAIOThCS PiAKo, ckiamaroTs < 0,2% ycix
3MOSIKICHUX TYXJIMH, sKi Oynu 3apeectpoBani y 06a3i manmx EUROCARE
(€Bpomneiichbkuil peecTp paKy Ha OCHOBI JOCTIIKEHHsS BW)KMBAHHS Ta JIOIVISIY 3a
XBOpUMH Ha pak) [1]. Pi3H1 BUIu MyXJIMHU MalOTh P13HY YaCTOTY BUSBIICHOCTI 1 KOKHA
Mmae He Ounbiie 0,3 BumaakiB Ha 100 000 nacenennss Ha pik. CHO - TpeTs 3a 4aCTOTOIO
NIepBUHHA 3JIOSIKICHA IMyXJIMHA KicTOK. HaltyacTiiie BUHUKAE y ITEH Ta MiJIITKIB, ajie
TaKOX 3yCTpivaeThcs y gopociaux. CepeaHiid Bik HA MOMEHT BCTAHOBJIEHHS J11arHO3Y
CTaHOBHTH 15 pokiB, mepeBaxkHo cepen 4oioBikiB (1,5: 1). Yacrora CHO cranoButs 0,3
Ha 100 000 nHa pik [1 - 4.]. HaitOi1p1m1 yacTUMU IEPBUHHUMU JiJISTHKAMU BUSIBIICHHS
CIO € xictku KiH1iBOK (50% BCiX BUIIAIKIB), 3 SKUMU CIIITYIOTh Ta3, pedpa Ta Xpeoiri.
OpnHak, TMOTEHIIHHO MOXXe OyTH ypakeHa OyJbp-sfika KICTKa, a TaKO0X MOXKIIMBE
noxompkeHHs 3 M'sakux TkanuH (ITHEIT), oco6nuBo y nopocnux (30% Bunaakis).

Linee guida per il trattamento del Sarcoma di Ewing, 2010

JIATHOCTHUKA

Kainika

binb, HaOpsk, QyHKIIOHATBHE OOMEXEHHS 0€3 OYEeBUIHUX MPUIMHHHUX
(bakTopiB, MIJBUILEHHS TEMIEPATypH, 0COOIMBO y MIJIITKIB 1 MOJIOJUX JOAEH, MOXKeE
naBaTu TpuBia  migo3proBatu  jgiarHo3 CHO  Ta moTpeOyBaTH  J1arHOCTUYHOTO
JOCITIKEHHS B IbOMY HaIPsAMKY. Y J1arHOCTHIIl BICYTHI crieliudiuHi TECTH O10Ximii
KpOBI1, Xouya npudau3Ho y 30% BumnaakiB npucyTH1 BUCOKi 3HaueHHs JIJII.

IncTpyMeHTAJIBHI JOCTIKEeHHS / CTaAil0BAHHS
Pentrenorpadis (PI') y nBox mpoekmisix AUISTHKH, J€ 3SBUIIUCS CKapTH, — 1€
nepiie 0OCTEKEHHS, SIKE PEKOMEHIYEThCS BUKOHYBATH, IO JO3BOJIAE B OLIBIIOCTI
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BunankiB 3amigo3putu CHO. V pasi migo3pu Ha CHO pekOMEHIyeThCs TOAbIIe
JOCTIPKEHHS y CIeliaii30BaHOMY IIEHTPI.

JlokanpHe AOCHIKEHHS Ma€ BKIIOYATH, MO TEpIIe: MarHiTHO-PE30HAHCHY
tomorpadito (MPT) Ta komm'torepay Tomorpadiro (KT) 3 KoHTpacTHOIO PEYOBUHOIO.
MPT noBHHHO OXOIUTIOBATH YBECh Ypa)K€HHWM KICTKOBUM CETMEHT 13 CYMDKHUMH
cyrinobamu. CuctemMHe oOcTexkeHHs nependayae npoBeaeHHs: cripaibHoi KT rpyaHoi
KJIITKH, CHUHTUTpadio ckejaeTa, OIONCII0 KICTKOBOTO MO3Ky Ta / abo acmipalliro
KICTKOBOTO MO3Ky. MOHa KOHCTAaTyBaTH, 1110 MOOAMHOKI YPaKCHHS JIET€Hb MEHBIIIE
0,5 cm, mo BusBieH1 npu nepBuHHoMy KT mociimkenHni, He € metactazamu. OHAK,
WMOBIpHICTh TOTrO, IIO Taki By3iMKM Ha croipansHii KT MaroTe meTtactatuyHUii
XapakTep, 3pOCTaE pa3oM 31 3pOCTAHHSIM iX KUTLKOCTI Ta po3Mipy BIPOIOBXK dacy [IV,
B]. 3minn muieHOCTI 260 po3Mipy BY3JIMKIB MijJ 4yac XiMmioTeparii cBi4aTh MpO iX
MeTacTaTu4YHy pupoy. CiiiJl po3riasHyTH MOXJIUBICTh O10MCIMHOT OI[IHKU BY3JIUKIB Y
Bumnajikax cyMHiBHUX KT rpynnoi kinitku. Te came cTocyeTbes o3aiereHeBex JUISTHOK
OyJIb-IKUX BTOPUHHHUX JIOKaJi3aIlii.

Bioncis

MicueBe BU3HAUECHHSI CTal1l MyXJIMHU [IOBUHHO MEPEyBaTH BUKOHAHHIO O101ICI].
bioncis mosunHa miarBepauTH AiarHo3 CHO 1 000B’s3K0BO mepenyBaTu OyIb-sIKOMY
nmikyBanHto [III, B]. Micue Oiomncii moBuHHO OyTH IIO3HAUYE€HE Ta 3po0JICHE
BITI3HABAHUM, OCKUIBKH CIIJI 3aBXKIW BUAAIATH HUIIX Oioricii. HeoOximHO yHUKaTH
excuusiinoi Oiomcii [III, B]. Biomcis moBuHHa MpOBOAMTHCS 3a HAMPABICHHAM, Y
CHeIiaTi30BaHUX IIEHTPAX XIpyprom ado JOCBIIYCHUM pajiosioroM mig kontposiem KT
a6o VY3Jl (kepoBana rosikoBa Oiomcisi). [icTonoriuHa AiarHOCTHMKAa BHUMAarae
CHemiagbHOi eKCrmepTu3n 3 OOKy marojoroaHaToMa a0o TIiATBEP/DKCHHS 3
HaIllOHATBHOTO pedepeHT-TIeHTPY.

V¥ pasi octeonnizy Ta/abo maToI0TIYHOTO MEPEIOMY XpeOTa, 0COOIUBO Y MOJIOIUX
naiieHTiB 3 miao3poro Ha CHO, ¢ yHuKaT qeKoMIIpeciiHol JIaMiHEeKTOMI1, HaTar0uH
nepeBary roJikoBii 6101Cii Ta TEPMIHOBOTO MEPEBEICHHS /10 CIEI1aTi30BaHOTO IICHTPY .

l'icTostoriuna niarHocTuKa

VYei CIO € BHCOKO3JNOSKICHUMHU TyXJIMHamMu. bioncis moBMHHA 3a0e3MeunTd
JIOCTaTHBO Marepiainy ISt BUKOHAHHS TPaIUIIAHOTO TICTOJIOTIYHOTO,
IMYHOT1CTOXIMIYHOTO Ta MOJIEKYISIPHOTO 010JI0TTYHOTO JOCITIKEHHSI.
PexoMeHyeThCSl 3aMOPOKYBaTH CBIXKUI MaTepiall Ta 30epiraTd B IEBHUX TKAHUHHUX
6ankax. binbmicte giarno3is CIO MoxxyTh OyTH BCTaHOBJIEHI HAa OCHOBI (hapOyBaHHS
reéMaTOKCUJIIHOM, €03MHOM Ta IMyHOTICTOXIMIYHOTO aHaJli3y, IKHI MOBUHEH BKIIIOYATH
excrpecito CD99, xapeominy ta FLII. Ilomanbmn iMyHOTICTOXIMIYHI JTOCIIKEHHS
MOBMHHI  BUKIIIOYAaTH  MOXJIMBICTH  JlarHOCTyBaHHs  JiMpomMu. BukoHaHHS
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MOJIEKYJISIPHO-010JIOTIYHUX JTOCII/DKEHb JUISI OIUHKMA XapaKTepHUX TpPaHCIOKAIii
OakaHO B YCIX BHUIAJKAX, SKIIO 1€ TEXHIYHO MOXKIHUBO, OCOOJMBO BOHU €
00O0B’SI3KOBUMH, SIKIIIO € JIarHOCTHYHI CyMHIBH, HaBiTh SIKIO JUIsI IIHOTO MOTPIOHO
BUKOHAHHS TOBTOpHOI Olomcii. Pedepentna naboparopis mna npiarHoctuku CHO
noBuHHa MaTu Metoau FISH ta RT-PCR. RT-PCR - e Texnosoris BuOopy, SKIIO
JOCTYITHUM cBIkUM MaTepian, Tofl sk FISH - 1ie TexHika, siky MO’kHa BUKOPUCTOBYBATH
Ha MaTtepiali, 3aKpiieHoMy y napadi. Y gaHuii yac 3actocoByerhesi MeTosl RT-PCR
Ha acmipari KICTKOBOTO MO3KY, JaHUW METOJ Hapasi OLIHIOETHCS 1 Hi B IKOMY pa3i He
Mae MepeBar 3 TOUYKH 30py MPOTHOCTUYHOI OIIHKHU MOPIBHSHO 3 IIUTOJIOTIE0 KICTKOBOTO
MO3KY.

Bone sarcomas: ESMO-PaedCan-EURACAN Clinical Practice Guidelines for
diagnosis, treatment and follow-up, 2021

KinmeBuii  gilarHo3  BCTAHOBIIOEThCS — micag  Oiomcii. CHO - 1e
MUJKOKPYTJIOKJIITUHHA CapKoMa, MI03HAYeHa TPaHCJIOKali€e reHiB y 85% Bunaakis t
(11; 22) (Q24; Q12). docnimKeHHs MOJCKYJIAPHOI 010J10Ti1 MOKa3au, 0 Makke yci
Il MyXJIMHA MaroTh 3arajibHy nepedynoBy rena TET-ETS 3a yuactio rena EWSRI na
xpoMocomi t22. TpaHciiokailii MOKyTh B1IOYBaTUCS TaKOXK 3a y4acTIO 1HIIMX I'eHiB: t
(21; 22) (922; q12), t (7; 22) i t (2; 22). B ocranHi poku Oysu BUSBJICHI HOBI (hopMu
CapKOMH 3 MaJICHbKUMHU KPYTJIUMHU KIITUHAMH Ta HOBUMH TPAHCIOKAIISIMH, CEpe
AKUX capkoMa, 110 peopraHizoBana 3a gornomororo BCL6-kopenpeccopa (BCOR), Ta
MEePEBAXKHO Bpaxkae KICTKy. ToMy MoOJEKyJsipHE MIATBEPKEHHS € 000B'SI3KOBUM JIJIs
nudepentiiaoi giarHoctuku CHO Ta iHIMMX MITKOKPYTIOKIITHHHUX capkom [V, A]
(4). Anaiiz 3a 1OMOMOTOI0 CEKBEHYBAHHS CIIiJl BPAXOBYBATH, KOJHM TPAHCJIOKAIlii HE
Oynu BusIBJICHI Tpaauiiiaumu metogamu [V, B].

Komenmap pooouoi ecpynu: Ocrosuum Kpumepiem 6CMAHOBIEHHS O0ideHO3Y €
2icmoJl02iuHe 00CmedHCeH s IHHOPMAmUBHo20 OIONCIlHO20 Mamepiany y pedhepeHmHuUx
aabopamopisx, sAKi cneyianizyiomscs Ha capkomax. Jlikap-namonoecoanamom, sKuil
nposooums Mopponociune O00CHIOINHCeHHS mamepiany, NOSUHEeH Mamu O0CMAMHIl
00cgi0 8 OJiacHocmuyi NYXAuH KIiCMOK ma BION08IOHe MamepiaibHO-mexXHiuHe
001a0HAHHS.

Yacmo cnocmepizatomvcsi po30iscHOCHI 8 KILIHIKO-PEHM2EeHOI02IYHOMY OIAcHO31
ma Mop@onociuHux 3aKNIOYEHHAX, ye nompeoye 000amKo8020 0OCMENCEHHS
2iCmoloeiuHo20 mamepiany 8 aabopamopisx, sAKi Maoms O00CMAmMHIl 00C8i0 )
NpoBeOeHHi  OOCHIONCeHb  2eHHUX  MPAHCIOKAYil  3a  OONOMO20I0  Memooy
@ayopecyenmnoi ciopuousayii, FISH ma yumoeenemuunux 00ciioiceHs.
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B Vkpaiui icnye nuwe Oexinbka nabopamopiu, SKI 6i0nogioaroms OaHUM

BUMOcAM.

KPUTEPII CTAJIIIOBAHHSI

VY naHuWil 9ac KOPUCTYIOThCS JIBOMa cHUCTeMaMu Kiacudikarii: kimacudikarris
ta HOBa kiacudikamis TNM/AJCC [18,19]. [pyra Bumaerbcsi OULIBII
1HpOPMATHUBHOIO 3 ypaxyBaHHsM SKip- MeTacTasiB Ta MeTacTa3iB Pi3HUX JIOKATi3aIlii.

Enneking

Taoauus 1. Knacudikauis Enneking

Cranis Myxauna (T) Meracrtasu (M) Ctyninp  3J10sIKiCHOCTI
(G)

1A Tl MO Gl

IB T2 MO G1

A Tl MO G2

1B T2 MO G2

i TlorT2 M1 Glor G2

Hyxauna

T1: BHYTpPILIHBOKICTKOBA.
T2: 3a Me&XaMu KICTKH

MeTacrTasu
MO: Meracrasu HE BUSBJICHI.

M1: BusiBneHo perioHapHi abo BiJaJIeHHI METacTa3u

Cryninb 3J109KICHOCTI
G1: HU3BKUI CTYIIHb 3JI0SKICHOCTI.
(G2: BUCOKHUH CTYMIiHb 310SIKICHOCTI.
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KITACU®PIKALISA TNM/AJCC 7-ro neperJsiay

Tadanus 2. AMepuKaHCbKHUI 00'€ITHAHNI KOMITET i3 cucTeM BU3HAYEHHS
cTajii paky AJs NepBHHHHX 3JI0AKiCHUX myXJuH KicTok (AJCC), niarHocToBaHHX
micast 1 ciuns 2003 p.

Cranis | [lyxummna (T) | Jlimparnuni | Meracrasu (M) | Ctynminb
By3.Ju (N) 3nosikicHocTi (G)
1A T1 NO MO G1 a6o G2
IB T2 NO MO G1 a6o G2
A T1 NO MO G3 abo G4
1B T2 NO MO G3 abo G4
Il T3 NO MO byns sxe G
IV A bynp axe T NO Mla byns saxe G
IV B bynp axe T N1 bynp-sake N bynsb sxe G
IVC bynp axe T Bynp-axe N M1b bynp sxe G
Hyxauna

TX : mepBUHHA MyXJIMHA HE MOKe OyTH OLlIHEHA

TO: Hemae 10Ka31B NEPBUHHOT MYXJIMHU

T1: myxnmuna 8 cm a60 MeHIIIe B HalOUIBIIIOMY BUMIP1

T2: myxnuna OibIie 8 cM B HaWOLIBIIIOMY BUMIpI

T3: po3puBH MyXJIMHU B MIEPBUHHIM KicTili, SKIp-MeTacTasu

JlimpaTtuununii By30.1

NX: perioHanbHi JJIMQOBY3JIH HE MOXKYTb OyTH OLIIHEHI
NO: HeMae MeTacTasiB B perioHapHUX JIM(PaTUYHUX By3Jax
N1: Meracra3 B perioHaJIbHUM JTIM(paTUUHUNA BY3071

Binnaiaeni meracrasu

MX: HasgBHICTb BIJJAJICHHX METACTa31B HE MOXKE OyTH OIlIHEeHA
MO: HeMae BiamaJaeHUX METACTa31B

M1: BigmaneH1 MeTacTasu

Mla: meTacTa3u B IEreHIX
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M 1b: iHmi Bigmaneni meracrasu

Cryninb 3;109KiCHOCTI

G1: BucokoaudepeHiiiifopana
G2: nomipHo nudepeHiiiioBana
G3: HuszpkoaudepeHItiioBana
G4: nenudepeniiioBana

Komenmap pooouoi epynu: 1-i cmaoii CIO ne icuye (CIO — 3a6acou
sucoxoznosikicha nyxauna- G3,G4.) B Vkpaini euxopucmogyiome nonepeowio
Mmidicnapoony knacugpixayiro TNM 6 edition (6 nepeenaoy) (ous. Tabauys 3).

Taonuusa 3. Mixcnapoona TNM Kknacugpikauia nepeunnux 310aKicHUX
RYXJuH Kicmok 6 nepeanaoy

Cmadin | lyxauna (T) | Jdimgpamuuni | Memacmaszu Cmynino
ey3nu (N) (M) snoakicnocmi (G)

1A T1 NO MO GI abo G2
IB T2 NO MO GI abo G2
A T1 NO MO G3 abo G4
1B 12 NO MO G3 abo G4
Il T3 NO MO byow saxe G
4 byov axe T NO M1l byowb axe G

Jicepeno: American Joint Committee on Cancer. Bone. In: Greene FL, Page
DL, Fleming ID, et al., eds. AJCC cancer staging manual. New York, NY: Springer-
Verlag, 2002:213 -21

Linee guida per il trattamento del Sarcoma di Ewing, 2010
JIKYBAHHSI
JlixyBannst CHO Bumarae 1eHTpaii3aiii Mali€HTIB y IIEHTpPaX 3 BEIUKUM

JIOCBIZIOM JIIKYBaHHS KICTKOBHX CapKOM a00 B YCTaHOBAX, SIK1 BIIHOCSATHCS JI0 MEPEXKI,
10 CIeIiai3yI0ThCS HA CapKOMaXx.
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Y 3B’A3Ky 3 PIAKICHICTIO 3aXBOPIOBAHHS, TAIllEHTAaM PEKOMEHIYEThCS
MPOTIOHYBATH JIIKYBAHHS B KOHTEKCTI HAlIOHAJIbHUX a00 MIKHAPOJHUX KITHIYHUX
BUNPOOYyBaHb. [loeqHaHHA CHCTEMHOI XiMiOTepalii Ta MICLEBOI Teparii (Xipypriuybe
BTpydanHs 1a / ado I1T) € crangaprom nikyBauus CHO [1, A].

XipypriuHe JiKyBaHHSA

XipypriuHe BTpY4YaHHs, JIe 11e MOXJIMBO, € IPIOPITETHUM BHOOPOM Y MiCIIEBOMY
aikyBanHi CIO [III, A]. OnepatuBHe BTpy4aHHsS MOJSATAa€ y BUAAICHHI MyXJIHHU 3
MIMPOKUMHU KpasMHu 1 30epekeHHI HalKpamoro (yHKIIOHAIBHOTO BiAHOBICHHS.
Xipypriuni Kkpai BH3HAYalOThCS BIANOBITHO $K IIMPOKI, KOHTAMIHOBaHI Ta
BHYTPIITHOBOTHUILEBI. BU3HaUeHHS XIpypriYHUX KpaiB MOBUHHO OYyTH pe3yIbTaTOM
TICHOI CIIBHpalll Xipypra Ta MarojoroaHaTtoma. ICHye TICHMI B3a€MO3B'S30K Mk
SKICTIO XIpypriyHux KpaiB Ta PU3UKOM MICIIEBOTO pELUIUBY.
BHYTpIIIHLOBOTHUIIIEBOTO BTPYYaHHS 3aBXAU CJIJ YHUKATH, HaBITh y BHUMAJKaX
ypaxeHHs XpeOTa 3 HOYaTKOBUM YPa)K€HHSIM HEPBIB.

BHyTpilIHOBOTHHUIIIEBA XIPYPrisl HABITh Y MO€IHAHI 3 micasonepauniitHoto 11T,
HE Jae OuTbIMX nepesar, Hix juiue [1T, 3 Touku 30py MICHEBOrO KOHTPOJIIO, 1 TOMY
Hemae mianyBatucs [V, B].

VY  XIpypriuHux BHIAJKaX BIJICOTOK TALIEHTIB, SKI MPETEHAYIOTh Ha
nicisionepaniifHe KOHCEpBaTUBHE JIIKYBaHHS, B 1aHU Yyac nepesuinye 90%.

Pimenns moao HeornepaOeabHOCTI TOBUHHO OYTH MIATBEP/DKEHE XIPyproM 3
JIOCTATHIM JIOCB1JIOM JIIKyBaHHS KICTKOBUX CapKOM.

[Tix yac xipypriuHoi MpoIeaypPH MEX1 30HU OMEPaATUBHOTO BTPYUYaHHS TOBUHHI
OyTH BHUIIIEHI 32 JONOMOTOK THUTAHOBUX 3aTUCKAdIB  JIs Oy/Ib-KOTO
NICISONEePalifHOr0 MPOMEHEBOr0 JIIKyBaHHA. MeTOau PEKOHCTPYKI[li IOBHUHHI
OpaThch 1O yBaru 3 YpaxyBaHHSIM MOXJIUBOI MOTPeOU y TMICIAsAONEpaTUBHOMY
IIPOMEHEBOMY JIIKYBaHHI.

VY nartienTiB, ki 3a pimmenasM MJIK orpumysanu [T ms MiciieBoro JikyBaHHS,
oriepariisi MOXe PO3TIIIaTHCS Ticis 3aBepiieHHs X T.

IIpomeneBa Tepamist

Capxowma HOinra - myxnuna, uytnusa jo [IT. I1T 3a6e3nedye Xxoporuii BiICOTOK
MICLIEBOTO KOHTPOJIO 1 MOKa3aHa TaM, JI¢ XIpypriuHe BTPYYaHHS HE BBaXKAE€THCA
MOXJIMBUM a00 OHKOJIOT1YHO HeaJeKBaTHE. SIKI0, BUITAJAKOBO, XIpypriuHi Kpai Oyiau
MOPYIIIeH1 CJIiJT TPOBOUTH JiKyBaHHS micisonepaTuBHoto [1T.

He icuye enuHOi aymMKu moao AouuibHOCTI mpoBenaeHHs [IT y pasi mmpoxoi
pe3eKIIii Ta IMoraHoi ricrojoriynoi Bianoial. Hemae mokasans 10 miciasonepariiHoi
[1T y pa3i HeraTUBHHUX KpaiB PE3€KIIii Ta XOPOIIOi T1CTOIOTIYHOI PeaKiiii.

OO6csr IIT 3anexxuth Bi MOMUPEHHS MyXJIMHA Ta J1arHO3Y.
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VY pasi BukirouHo [1T pexomenioBana KymyJISITUBHA /1032 CTAHOBUTH 55-60 I'p.

VY paszi IIT noe's3aHoi 3 XipypriyHUM BTpPY4YaHHSM, PEKOMEHJIOBaHa J03a
cTaHoBUTH 40-45 I'p.

[onenne OidpakmionyBanus IIT, 3a3Buuail, BUKOPUCTOBYETHCS IS
30UIBIICHHS 1HTEHCUBHOCTI JIIKYBaHHS Ta 3a0e3ledyeHHs Kpamioi iHTerparii 3
XIMIOTEPAITIEI0 3 METOIO OOMEXKEHHS TI3HBOI TOKCUYHOCTI 32 PaXyHOK HAWHMKINX 103
JUTSL KOXKHOT OKpeMoi (hpaxiii.

VY pa3i jokamizamii y XpeOTi, 103y BBOAATh y CHUHHUNA MO30K, Ta BOHA HE
NOBMHHA niepeBuILyBatu 45 I'p.

HemonasHo cramm poctymHi metoau [T 3 mMomynsiiero iHTEHCHBHOCTI st
nesikux Jjokam3anid CHO, mo A03BoJsIE MIABOAUTH OUTBITY TEpaneBTUYHY 103y HA
BOTHMIIIE 13 30€pEKEHHAM HABKOJIMIIIHIX TKAHWH. Y JIaHUW Yac HEMAa€ KOJIHUX JOKa3iB
nepeBard 3 TOYKH 30py 3aCTOCYBAHHS IIMX METOIB TMOPIBHSHO 3 TPaJAULIHHUMH.
[ToniOHe MipKYBaHHS CTOCYETHCS TEparii BaXKKUMH YACTKAMH.

XimioTepaneBTHYHE JiKyBaHHA

Capkoma IOinra - myxiuHa, sika Ma€ MIJBUILEHUNA pPIBEHb YYTJIUBICTI [0
ximioTepamii. Y 3B'SI3KYy 3 IIUM PEKOMEHAYETHCA IEPBUHHE XIMIOTEparieBTUYHE
nikyBanus [I11, B].

[Ticnss mepBuUHHOI XiMioTepamii MICIIeBE JiKyBaHHsS Oyze MPOBEACHO IiCis
OILIIHKM BOTHMIIIA 3aXBOPIOBAHHS 3a JIOITIOMOTOIO THX K€ METO/IIB Bi3yasi3allii, o 1 Ha
MOYaTKy J1arHOCTUKH.

[IporHocTuyHa 3HAYUMICTh BIAMOBII HA XIMIOTEpaIito, OL[IHEHY 3a I0MTOMOT 00
nuaaMiyaux gadux MPT ta I1ET, na nanuii MomeHT HeBimoMa. € mOBIAOMIIEHHS, 11O
MOBHE 3HUKHECHHS M SKMX YaCTUH MYXJHMHHOTO KOMITOHEHTY KOPEIIE 3 KPaIoro
BIDKMBAHICTIO.

HaBith y «JokamizoBanux» ¢opmax Ha TIOYaTKy MICIIEBOTO JIKyBaHHS
HeoOximqHo moBtoputH KT rpynHOl KIITKM TMichs TEPBUHHOI XiMmioTepamii aiis
BUKJIFOYCHHSI HAsBHOCTI METACTa31B Y JIETEHSIX.

[ToBTOpEHHS CKeNeTHOT CMHTUrpadii BUITPaBAAHO JIMILE Y BUMAKaX MICIEBOTO
nporpecyBaHHs ado cnenu(piyHUX CUMITOMIB. ['icTONOrIYHA BIAMOBIAb Ha IEPBUHHY
(omiHeHa MO OMMCY XIPYPriuHOrO JIKYyBaHHS) XIMIOTEpaIlil0 TICHO IIOB'I3aHa 3
nMoBipHicTio BuxkuBanHs [I11, B].

MopaanpHICTh OIIIHKH TiCTOJOTIYHOI BIAMOBI Al mpuifHATa B ITami nepenbdayae, 3a
omiakoto Iliyui, Tpu cTymeHi: crymiHb 1-i BU3HAYAa€ MEPCUCTEHIIIIO OCEPE/KiB
«MaKpPOCKOMIYHHUX» KIITHUH BOTHHIN BITaJbHOI MyXJIMHHU, 2-W CTYIIHH BH3HAYAE
30€peKeHHsT «MIKPOCKOMIYHMX» BOTHUI, 3-U CTYIHIHb - BIJACYTHICTh ITyXJIMHHUX
KJIITUH. ['icTONOrIYHa peakiis BU3HAYAEThCS, SIK J00pa y BUNAAKY 2 abo 3 cTymeHs,
noraHa y Bunaiaky 1 crtyneHs. PexoMeHIyeThCs MLEHTpali3allis OLIHKA HEKPO3y
BUKJIMKAHOTO XIMIOTEparie€ro.
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XiMioTepaneBTUYHI 3ac00U, AKi B JaHUI Yac BUKOPUCTOBYIOTHCS JJISl MEPIIOL
miuaii mikyBanHs CHO: aapiaminue, mukinodocdamia, idgocdamin, eTomnosus,
BIHKPUCTHH, TakTHHOMIIMH [I, A].

Kuinigai BunpoOyBaHHS, K1 3apa3 MPOBOASITHCS, BUKOPUCTOBYIOTh TPHU-IIICTh
UKITIB (KOXKHI 2-3 THIKHI) IIEpe]] MICIICBUM JIIKYBaHHSM, 1 IIICTh-A€CATh IUKIIIB MiCIIs
MICIIEBOTO JIIKYBaHHS Ta TPUBAIICTIO 3arajioM 9-12 micsiis.

€ mOBIIOMJIEHHS, IO 30UIBIICHHS I1HTEHCHUBHOCTI JO3UM MOJKE JIO3BOJIUTH
CKOPOTHTH TPHBAIICTB JIIKyBaHHS 3 Takoro x edekrusHicTio [I, B].

HatiedexkTuBHimI MpOTOKOIU Nepeadavair BUKOpUCTaHHS 4—6 mpemnapartiB y
PI3HHUX TOE€THAHHAX OJHUX 3 OAHUMHU. Hemae 9iTKUX JOoKa31B HAWKPAIIIOTO MOYKINBOTO
ITO€THAHHSL.

Komenmap pooouoi epynu: aopiamiyun — mopeoea Ha3ea NiKapcbKoco 3acoby 3
MIJHCHAPOOHOIO HENAMEHMOBAHOIO HA3B0H0 OOKCOPYOIYUH.

[Ipu npoBeneHH1 JIIKYBaHHSI HEOOXITHO BPaXxOBYBAaTH, IO IHTEHCUBHICThH J03U
MO3UTHUBHO KOPEIIOE 3 BUKUBAHHSM.

Hemae Mi>kHapOJHOTO KOHCEHCYCY II0JI0 BUKOPHUCTAHHS METOJIB JIIKYBaHHS
BUCOKHMMHM JI03aMHU 3 TIATPUMKOIO T'eéMOIOCTUYHUMH CTOBOYPOBUMH KIITHHAMH. €,
OJIHAK, JIOKa31, OTPUMaH1 3 HepaHJOMI30BaHUX JOCIIKEHB, 010 iX e(PEKTUBHOCTI y
namieHTiB 13 CHO BHCOKOro pu3uKy (MallleHTH, K1 MOraHO PearyloTh Ha MEPBUHHY
XIMIOTEpaMnito, XBOpl Ha METaCTaTUYHY capkoMmy Ha noyatky) [II1, B].

[lepBuHHA XIMiOTEpaIis 103BOJISIE€ OLIHUTH YyTJIUBICTh MyXJIMHU JI0 IPENaparis,
0 BUKOPUCTOBYIOTHCS MLUISXOM TICTOJOTIYHOTO JOCHIKEHHS  XIPYpPridHOIrO
€JIeMEeHTa, OJHAK Hapa3l HEeMa€ €IMHOI JAYMKM I0A0 1boro. EdexkTuBHICTH
aA'tOBaHTHOI abo micisionepauiiHoi ximioTeparii JudepeHiioBada Mo BIAHOLIEHHIO
JI0 TICTOJIOTTYHOI B1MOBI/I.

Hemae nokasis Toro, 1mo xiMmiorepamisi NOBUHHA OyTH AU(EpeHIIHOBaHOIO 3a
BikOM, mnpuHaiiMHI 10 40 pokiB. 3aBXIu CHiJ PEKOMEHAYBaTH XiMIOTEparito
HE3JIEKHO BIJI BIKY, MOYaTKy 3aXBOPIOBAHHSA 3 YpPaxyBaHHSIM 3arajJlbHOrO CTaHy
Marji€cHTAa.

XiMmioTepaneBTUYHE JIIKyBaHHS TAIllEHTIB XBOpUX Ha ekctpackenetny CHO -
[THEII BinmoBijae TMM caMuM KpuTepisaM, 1o 1 1u1st KictkoBux (opwm [111, B].

MMogo pusuky Oe3mmians micas ximioTepamii Ta [IT pexkomenmyeThes
3aMpOTNIOHYBATH MOXJIMBICTh 30€pEXKEHHS Ta KOHCEPBYBAHHS OOIUTIB Ta CIIEPMHU.

[Mogo pu3HKYy KapAIOTOKCHYHOCTI aJplaMillMHy, MAalI€HTIB CIiJ PETEeIbHO
KOHTPOJIIOBATH 32 JAOMOMOTOI0 CEPIMHUX eXOKapAiorpam.
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Bone sarcomas: ESMO-PaedCan-EURACAN Clinical Practice Guidelines
for diagnosis, treatment and follow-up, 2021

OCKUIbKY 3JI0SIKICHI TIEPBUHHI MyXJIMHU KICTOK € PIAKICHUMH OHKOJIOTTYHHUMHU
3aXBOPIOBAHHSAMH, Ta MPOBEACHHS JIIKYBaHHS € JOCHTH CKJIAQJHUM, TO MPUHHITHA
CTaHJIApT JIKyBaHHS CJIiJ BHKOHYBaTH B pedepeHTHUX IeHTpax abo 'y
OararonpodiTbHOMY TIEHTpl, [JIs 3a0e3MeUYeHHs TAaIll€HTIB TOBHUM CIIEKTPOM
mikyBanHs [III, A]. ¥V uux meHTpax Teparis, 3a3BHuail, MPOBOAUTHCS B paMKax
MO>KJIMBHX TIEPCIIEKTUB, YaCTO CIUIBHUX KIHIYHUX JOCTIIKEHh a00 BCTAaHOBJICHUX
MPOTOKOJIB JTIKyBaHHS.

baraTokoMIToHeHTHI cxeMu, BKItodarouu BiHKpuctuH (V), mokcopyoinuu (D),
ukiaodochamin (C), ipochamin (1), aktunominma D (A) ta eromosun (E), mosenu
CBOIO €()EeKTUBHICTh Y BEJIMKUX CIIBHUX JOCIIKEHHAX (56, 57, 58). Y HenaBHROMY
BEJIMKOMY PpaHJIOMI30BaHOMY JOCTI/DKEHHI 3a ydacTio maifieHTiB 5-50 pokiB 3
JOKani30BaHOI0 abo metactatuuHolo (Gopmoro CHO mMoOpiBHIOBAIM €BPONEHCHKHIMA
pexuMm VIDE Ta koncomimamito VDI a6o VAI (V, akturominuma D ta | a6o C) 3
aMepruKaHChbKUM peskuMoM ctucioi inaykiii VDC/IE ta koncomparii IE/VC. Pexum
VDC/IE 3i ctucaumu iHTepBasiamMu nokasaB mnepeBary Haja VIDE, sk 3 Touku 30py
Oe3peluIMBHOI TaK 1 3arajibHOi BUKMBAHOCTI 3 MOJ1I0HOI0 TOKCUYHICTIO, 1 Y JaHUW Yac
IIe € IePEeBKHOI0 cXeMo nepmoi tinii aikyBanns CIO [I, B] (59)

Buxopucranns Bucokux 03 X T 31 301IbIIEHOI0 103010 AJIKITIPYIOUOTO areHra
Ta ayTOTPAHCILIAHTALIEI0 CTOBOYPOBHUX KJITHH KPOBI NPHUBEPTAlIO BEIUKY YyBary
npu CHO 3 1970-x pokiB. TUlbku HEJTABHO pe3yJbTaTH PaHAOMI30BaHUX JOCIIIKEHD 3
Oycynspanom ta mendananom (BuMel) mokasamu, mo el miaxig gae rnepeBary y
BIDKMBAHHOCTI JIJI YITKO BU3HAYEHHUX 1 PETENIbHO BIAIOPAHMX MAIIEHTIB 3 MOTaHOO
peakiiero Ha iHaykiro XT Ta / ado 06'emom myxaunau Oinbine 200 v [1, B] (60). s
MaIi€HTIB 3 JICTCHEBUMHM METacTa3aMH, IO OTPUMYBAIM CTaHAAPTHY Teparmio 3
TOTaJbHUM OIPOMIHEHHSM JIEreHb a00 BCHOTO Tija, Takol nepeBaru He BusiBieHo [l1,
D].

JIns marieHTIiB 13 MOraHOK Peakilie€ro Ha JiKyBaHHs, siki orpumyBanu VDC/IE
IpU CTUCHEHHI 1HTEpBady, pojb BUCOKMX 103 XT He ouiHoBanu. BubOuparouu
HaMOUIBII BIAMOBIIHUNA PEKUM KOHCOJII/Iallli, CIIiJ] BpaXOBYBaTH OTpuMany cxemy XT
Ta notpedy B [1T, DOMIIBHICTE AKOT MOkKe OYyTH OOMEKEHa Y MAalI€HTIB, K1 OTPUMYIOTh
(BuMel) yepe3 ouikyBaHy TOKCHYHICTb.

Sx mpaBuo, micas 6iorncii MPoOBOASTH 0 AEB'SATH IMUKIIB 1HAYKIIHHOT XT 3
MOJAJBITAM  MICIIEBUM JIIKYBaHHSIM  (JIOKQJIbHUN KOHTPOJb) Ta TOJAJBIIO0
koHcompamiero (XT). 3arasbHa TpUBAIICTH JIIKyBaHHS CTaHOBUTH 10-12 Mmicsiis.
OnTuManbHUN Yac ISl JOKAJIbHOTO KOHTPONIO (XipypriuHe BTpy4daHHs ab6o IIT na
BOTHUILE YPAKEHHs) CIiJ OOroBOpIOBaTM Ha MDKAMCLUMIUIIHAPHOMY  PIBHI,
BPaxOBYIOUHU MEPBUHHY JIOKAJI3AIli10, pO3MIp, PEAKI110, OUIKYBaH1 YCKIaIHEHHS MiCIIs
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oreparlii Ta MepeHOCUMICTb. 3MIHA PO3MIPIB, MacH MyXJIHMHU M'SKHX TKaHUH JIETKO
ouinutd Ha MPT, 1110 € MO3UTUBHUM MPOTHOCTUYHUM (HAKTOPOM BIATMOBIAI MTyXJIHMHH.
[TocmimoBHa ominka PET KT moxke matu nogatkoBe 3HaueHHs (61)

Mera JI0KaJIbHOT'O KOHTPOJIIO - 3a0€3MEeUUTH JIIKyBaHHS BChOIO 00'€My TKaHUH
ypakeHUX myxjauHowo. [loBHE XipypriuHe BHCIYEHHS, JIe 1€ MOXJIUBO, BBaKAETHCS
HaWKpalmM METOJIOM JIOKAJILHOTO KOHTPOJIIO, BPAaXOBYIOUU OUIBIINNA PU3UK PEIIUAUBY
upu [T, AKI1o BoHa BUKOPUCTOBYETHCH, AK €auHuil metos jdikyBanus [V A] (56.62).
Xipypriune BTpy4YaHHS MOBHHHO BKJIIOYATH BUCIYEHHS BCIX YPaKeHUX TKAHUH, IO
cnocrepiraigocs  mepen i1HayKuiHoo XT (He TUIBKM MyXJIMHHA TKaHUHA, IO
3amummmiacs — micias  3MeHmeHHs — posMmipiB Ha  KT).  Cnig  yHuKaTH
BHYTPIITHROBOTHUILIEBOTO XIPYypTi4YHOTO BTPYUYaHHS, OCKUIBKM BOHO HE Ma€ IepeBar
nopiBHsHO 3 TUTbKH [1T (56).

JIume 1T 3 ocTraTouHUM HaMIPOM CJIiJ] 3aCTOCOBYBATH 3aMICTh OIEpallii, SIKIIO
MOBHE XIpypriyHe BUCIYEHHS HEMOKJIMBO y BUMAAKAX 13 CKIAJHUMU JIOKAIII3aIlisIMH,
TaKUMHU SIK JIOKai3allii B 0CbOBOMY CKEJET1, KOJIA XIpypTiuHe BTpyUaHHsI MPU3BEE 10
3HayHUX (pyHKIioHanpHUX po3namiB [V, A] (56.63). An'toBantha IIT (45 —60 r)
3HAYHO 3HM)KY€ UMOBIPHICTh PO3BUTKY JIOKAJILHOTO PEUUANBY Y MALIIEHTIB 3 BETUKUMHU
nyxiauHamu  (00'emom > 200 MJI), IOTraHOKO TiCTOJIOTIYHOIO BIAMOBIAIO abo
HEJIOCTATHIMH XIpypriuHUMHE KpasiMH, 1 ii cITiji pekoMeHayBaTu 3a nux ymoB. [V, B]
(56,64). Takox, an'toBantHa [IT moBuHHa po3rismatucs y xBopux Ha CHO 3
MO3aKPKOBUMHU YPAKEHHSIMH KICTOK Ta3y, HE3aJIE€KHO BiJl XIpypriyHUX KpaiB, 00'emMy
MyXJUHU a00 TICTOJIOTIYHOT peaKilii, OCKIIbKUA OYyJI0 JOBEIEHO, 1110 BOHA 3a0e3neuye
Kpalll MOKAa3HUKU JIOKAJIBHOTO KOHTPOJIIO Ta BH)XKUBAHHS, NOPIBHAHO 3 JIKIIE
xipypriuaum BtpydaHHsm [I[,B] (65). Iaxomu, npu BcranowienHi giarno3y ClIO,
y3rojpkyerbes nepegonepaiiiiina [IT. ¥V takomy Bunmaaky HeoOXiIHI MEHBIII JTO3U JIJIsI
MEHIIOro 00'eMy TKaHMHU, a PIBHOMIPHICTb PO3MOJALTY JO3M ONPOMIHEHHS
MOKPAIILYETHCS 32 BIICYTHOCTI METAJIEBUX apTe(aKTIB B1J BHYTPILIHbBOI (pikcawii (rmics
XIpypriuHUX BTpPYy4YaHb), MO TMOTEHIIHHO 3MEHIIYE TPUBAIICTh JIIKYBaHHS.
Buxopucranns cydacaux metosiB I1T, 1m0 g03BOMISIIOTE 3aCTOCOBYBATH BUCOKI 103U
OMPOMIHEHHSI Ha BOTHUIIE Ta MIHIMI3yBaTH iX BIIUB Ha 3J0pPOBI OTOUYIOYl TKaHHH,
BKJIFOYAIOYM Ba)KKI YACTUHKH, CIIJI PO3IVISIAATH, KOJH 1€ 3/1a€ThCS TEXHIYHO OLIBIIT
JOLIIBHUM, 0COOJIMBO y JiTel Ta Mool (66)

JlikyBaHHS TOPOCIMX MAIlI€HTIB 31IMCHIOETHCS 32 TUMHM K MPUHIUIAMH, IO 1
JikyBaHHs Jited. OgHak, IpH 3aCTOCYBaHHI MPOTOKOJIIB JIIKYBAaHHSI, PO3POOICHUX IS
nitei ta marieHTiB y Bill < 40-50 pokiB, HEOOX1AHO BpPaxOBYBaTH IMEPEHOCHUMICTh
Tepamii JiTHIMH TanieHTamu. JlikyBaHHA marieHTiB 3 ekcrpackenetnumu CHO
OPOBOAMUTHCSA 3a THUMHM X MPHUHIMIAMHU, 0 1 JikyBaHHS CHO kicTok, ToMy B ycCiX
BUIAJIKaX BKIIOYaIOTh X 1T, a Takox micisionepartiiny 1T B Giabmocti BUMaAKiB, 3a
MO>KJIMBUM BUHSITKOM MOBEPXHEBUX ypPaXKEHb.
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[TamienTy 3 MeTacTa3aMy Ha MOMEHT BCTAaHOBJICHHSI JI1arHO3Yy JIKYIOThCSl TaK
camMo, K 1 MAalllEHTH 3 JIOKAJII30BaHUM 3aXBOPIOBaHHSM, ajie iX MPOTHO3 TipIIUA.
JloBeneHo, 110 MiCIIeBe JIIKYBaHHS METacTa3iB, OCOOJIMBO 3a HAsBHOCTI BIJMOBiAI Ha
JIKYBaHHSI METaCTaTUYHOTO 3aXBOPIOBAHHS, MOB'SI3aHE 3 MOJIIMIIEHHIM PE3yJIbTaTy, 1
ToMy #oro ciija BukopuctoByBaT [I1, B] (67). 3a iux yMOB MOXHA BUKOPHUCTOBYBATH
OTPOMIHEHHS yCi€l TOBEPXHI JIET€Hb, 0COOIMBO KOJIH € IIOBHA PEMICis YCIX MEeTacTa3iB
B JICTEHSX, X04a JIaHl, 0 JEMOHCTPYIOTh MOJIMIIEHHS pe3yiabTaTiB, BiAcyTHI [I1I, C]
(68). Y marrieHTiB 3 OJIrOMETACTATUYHUM YPa)KEHHSM KICTOK, MICIIEBUM KOHTPOJIEM
cmina BBakatn Bukopucrtanus [T [IV, B] (67). Ponb Bucokux mo3 XT y martieHTiB 3
M03aJIETCHEBUMU METACTa3aMH 3AJIHINAETHCS CYTIEPEWINBOIO, 1 HEMA€E PaHI0MI30BaHUX
JaHUX Ha MATPUMKY ii Bukopuctanss [I11, D].

Linee Guida per il Trattamento del Sarcoma di Ewing, 2010

JlikyBanus peunausiB capkomu FQinra

VY pasi penuIMBY 3aXBOPIOBAHHS, MICIIE PEIMIMBY Ta 1HTEPBAJl MOTO MOSBHU €
OCHOBHMMH MPOTHOCTUYHUMU (DAKTOpaMHU.

VY mami€eHTiB 13 BUIBHUM 1HTEPBAJIOM OLIbIIE 36 MICAIIB 1 pELIUIUBOM Y BUTISII
JISTEHEBUX METACTa31B PEKOMEHY€EThCS XIPYpriyHe JIIKYBaHHS JISTEHEBUX METACTa31B,
ne MoxiuBo, i/a6o IIT wa mutseky nerewb [IV, B]. V iHmmX curyamisx 3aBxiau
PEKOMEHY€ThCS PU3HAUYECHHSI XIMI1OTepanii.

He icuye cranpapty XT nmikyBanus peunauy CHO. Ihocdamin y Bucokux no3ax,
TOMOTEKaH Ta HukiIodocdamis, ipUHOTEKAH 1 TEMO30JIOMiJ € aKTUBHUMU CXEMaMu
ximioTepanii y mamieHTis 3 perpausom CHO [I11, B].

He icaye emunHoi mymku 11010 €(pEeKTUBHOCTI BHUCOKOAO30BOi  Teparii 3
M1ATPUMKOIO TEMOTIOETUYHUMHU CTOBOYPOBUMU KIIITUHAMHU Y TIAIIEHTIB 3 PEIIUIUBOM.

Bone sarcomas: ESMO-PaedCan-EURACAN Clinical Practice Guidelines for
diagnosis, treatment and follow-up, 2021

Peunausu CHO, un TO MicClieBl 4H 3 BiAJaJIEHUMH METacTa3aMu, MaiKe 3aBKIU
MIPU3BOAATE 10 CMEPTIi, X04a moAanbIi BiamoBial Ha XT € yacTUMH Ta IMOTEHIIIHHO
iHHUMHA. HaiOuibll MOCTIIOBHUM MPOTHOCTHYHUM (AKTOPOM € 4Yac PEIHUIAUBY
(OinbImIe HiXK Yepe3 2 POKH MICis MOYaTKOBOIO JIiarHO3y Havkpammi pe3ynstaT)(69).
XT peunnusie CHO He € cTaHIapTU30BaHOIO Ta BKIIOYAE AJIKUIIOIOUl MpernapaTu
(umuxnodocdaminy Ta idochamin) y mnoeaHaHHi 3 1HrIOITOpamMu TOIOI30MeEpasu
(eTormo3u/ Ta TONOTEKaH), IPUHOTEKAH 3 TEMO30JI0MIIOM, FeMIIMTA01H Ta JOLETaKCel,
BUCOKHM 1031 idocamiay ado kapoormaarus 3 erornosuaom [111,B] (70.71). V toit yac
sk pesynstat pociimkenas rEECur (International Randomised Controlled Trial of
Chemotherapy for the Treatment of Recurrent and Primary Refractory Ewing Sarcoma
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Reecur), mepmoro PKJI B 1iif cuTyartii, mpumycKarTh, 0 TeMIUTa0IH 1 TOIeTaKCceN €
CJTa0IIUM PEKUMOM JTIKYBaHHS, TIPU IIHOMY TEMO30JIOMIJ TUTFOC IPUHOTEKAaH TaKOXK
MOCTynaeTbcss KOMOiHalli TomoTekaHy 3 IukiIodochaMiqoM Ta BHUCOKHM J03aM
ibochaminy(72). Jani momo kabo3aHTiHIOy Ta peropadeHiOy JieTaJbHO OMHUCaHI 3a
HOCHJIaHHSIMU Supplementary Table S2, available
at https://doi.org/10.1016/j.annonc.2021.08.1995.(43)

JIns okpeMuXx TalieHTiB 3 Oe3pelUJIUBHUM TIEPiOJOM > 2 POKIB, K1 JOCITIN
MOBHOI peMICIi 3a OTIOMOTOIO JIKapChKUX 3ac00iB Ta/ab0 XipypriuHOTO BTPYUaHHS,
MO>KHA PO3TJITHYTH MOYKJIMBICTH KOHCOJIIAIIT 3 BUKOPUCTAHHIM BHUCOKOA030BOi XT
[V, C].

Linee Guida per il Trattamento del Sarcoma di Ewing, 2010

CHOCTEPEXEHHA

Mertoro aucnancepHoro cnoctepexxkeHHs ([1C) € HeraitHe BUSBICHHS MICIIEBOTO
Ta/ab0 CHCTEMHOr0 3aXBOPIOBAHHS, OILIIHKA CTaHy Ta (DYHKI[IOHAJIbHUX pPE3yJIbTaTIB
IIPOBEICHUX TEPANEBTUYHHUX MPOLEAYP Ta OLIHKA BIACTPOYEHUX €(PEKTIB JIKYBaHHS.
[ToTpiOHO 3aiydyaT NOAATKOBUX CIELIATICTIB 32 KOHKpeTHUX notped. JC mamienTa 3
capkoMoto KOiHra 3aBxu NoBUHHE MepeadayaTy KOHCYIbTallll OHKOJIOra Ta XIpypra.
KoHcynbraiisi jikaps 3 NOPOMEHEBOI Teparii pPEeKOMEHIYEThCS TaIll€eHTaM, SKi
otpumyrots I1T.

Ximiorepamiss Ta IIT oOTs>keHI mMI3HIMM HAcHiIKaMH, Ta MOTPEeOYIOTh
JOCIIJKEHHSI ~ CEpLIEBOCYAMHHOI, = HUPKOBOi,  JHUXaJIbHOI,  PENPOAYKTHUBHOI,
€HJOKPUHHOI CHUCTEM Ta OOMIHY pe4YOBUH. Bimomuil pu3MK BTOPHMHHOIO paky, sK
COJIIIHMX HOBOYTBOPEHb TaK 1 IeMarTojoriyHux. EJEeMEeHTH KOHTpOIIO 3a LHUMHU
pU3MKaMHU TOBMHHI OyTHM YAaCTHHOK CIOCTEPEXKEHHS 3a NalleHTaMU XBOPUMH Ha
capkoMy FOinra. He npoBoaunocst ®&oJHUX JOCIIPKEHb 1010 BIUIMBY Ha BH)KMBAHHS
BUKOPHUCTaHHA peHTrenorpadii rpyanoi kinitku y nopiBusiaHi 3 KT rpyaHoi kmitku 6e3
KOHTpAcTYy, ajie, oueBuaHa Oinbina uyytnuBicth KT, mopiBHsHO 3 peHTreHorpadicto, y
BUSIBJICHHI JIeTeHEeBUX BY3miB. Tomy 3acrocyBanHs KT pexkoMeHayeTbes mpH
cnoctepesxkeHHi capkomu HOinra. KT rpyaHoi kimiTkd, 3a3BUyaid, ciij pooutu 0e3
koHTpacTy. KT mociimkeHHs 3 KOHTPACTOM CIiJi MPOBOAUTH Yy BUNAAKY MiJO3pH Ha
MeTacTa3u y CEPEAOCTIHHS.

MicueBuil peuuauB y BUMAJKY cCKeleTHOT capkomu KOiHra, Mo>kHa OLIHUTH 32
nonomoroto PI" nociimxenns, ko He 3a3HaveHo iHme. Y Bunaaxky [THEII nokazano
nposenenns Y3]] ta/abo MPT.

Bucokuii pusuk ckenetHux Mmeracta3iB npu CHO oOrpyHTOBye MpoOBEACHHS
ckeneTHOi cumHTUTpadii MpU crocTepekeHHl. BrpomoBxk mepmmx TPhOX POKIB ii
JIOILIBHO MPOBOJIUTH HIOPIYHO, @ 3TOAOM IMICIsA LBOr0 TEPMIHY - Yy pa3i KIIHIYHOT
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noTpebu. CxeneTHy CMHTUTPAdIIO CIT1/T 3aBXKIU MPOBOJIUTH Y BUTIAAKY TT03aKICTKOBUX
Ta MICIIEBUX PEIUIMBIB.

Poms IIET ta MPT Bchoro Ttima y cnocrepexkenHi mnarmienra i3 CHO
TocipKyeTbes. LikoM MOXIIMBO, IO 116 MOXKE JaTH JI0JATKOBY 1H(opMaIlio 1moa0
NaIieHTIB, sIKi OTpuMyrOTh BukitouHo [1T. Hemae mokasanp mo 3actocyBanHs KT a6o
V3]l 4epeBHOT IOPOKHUHU Y CIIOCTEPEKEHHI TAIliEHTa 3 JIOKATI30BaHOIO CapKOMOIO
FOfHra, sIKIIIo He Mae€ 1HIIOTO KIIHIYHOIO MOKa3aHHI.

Mu pexoMeHIyeEMO MOKBapTATIbHE 00CTEKEHHS MPOTITOM TIEPIIOTO POKY MiCTs
NPUIUHEHHS Teparii, IOKBAPTAILHO Ha APYTUil Ta TPETiH piK. 3roJI0M 4acTOTa MOXKE
cTaHOBUTH 1 pa3 Ha micTh MicsMiB, a KT-CKpuHIHT rpyHOT KIITKH MOKHA 3aMIHUTH/
yepemyBatu 3 PI'. [IpoTokonm mocaiKeHHss MOKYTh BUMAaraTt 4acy Ta iIHITUX METO/IIB.

[NTamienTiB cinig iHGOPMYBATH 1010 MOKIMBOCTI MI3HHOTO peluauBYy (moHas 10
POKIB) Ta TMIi3HIX HACHIAKIB JiKyBaHHs. HeoOXiHO 3ampornoHyBaTH Malli€HTY
MO>KJIMBICTh MPOJOBKEHHS COCTepeKeHHsT HaBiTh micis 10 pokiB. PimeHHs 100
MPUMMHEHHS CrIOCTepeKeHHs Mmiciis 10-ro poKy MOBUHHO OyTH CIIIIBHUM.
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