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IlepcoHanbHui

CKJIAJA MYJbTHIUCUMILUIIHAPHOI Ppo004Y0i rpynu

ONPALNIOBAHHS KJIIHIYHOI HACTAHOBH

Hy6pos Cepriit
OnekcanapoBUY

MarmkeBruu
Onekcanapa
['puropiBua

JlenkoB AHaTOJII
I'puroposuu

BeproBkina
Haramisg OneriBHa

Kommk Onena
OnekcaHapiBHa

KiaumMmHIOK
['puropiii
IBanOBUY

Ocradiituyk
Bacwin
BacuiroBuu

CikauboB Cepriii
CepriiioBuu

[ITakipoBa
Cranicnasa
BacwuiiBHa

nepiuii 3acTymHUK MIHICTpa OXOpOHHU 3A0pOB’sl YKpaiHu,
rojioBa po0ouoi rpymnu;

aupektop JlemapraMeHTy MeauyHUX Mocayr MiHicTepcTBa
OXOpOHHU 370pOB’S YKpaiHW, 3aCTymHUK TOJOBH pPOOOUYOl

rpymH;

3aBiyBa4 HAYKOBO-JOCIITHOTO BIUIIIJIEHHS OHKOJOTIYHOI
opromeaii  JAEp:KaHOro  HENmpUOYTKOBOTO  MiANPUEMCTBA
«HarrioHallbHUII 1HCTUTYT pakKy», JI.M.H., 3aCTYITHUK TOJIOBU
po00YOi rpymu 3 KIIHIYHUX TUTAHB;

HAyKOBHH CIIBPOOITHUK BUIIUICHHS XIMIOTEpaImii COJITHUX

OyXJUH  JIEPKAHOTO  HENMPUOYTKOBOTO  MiANPUEMCTBA
«HarrioHaJIbHUM 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 BIJIUICHHS OHKOOPTOMEAll, MyXJIUH HIKIpU Ta
M’SIKMX TKaHWH JIEPKAHOTO HEMpPUOYTKOBOTO MiANMPUEMCTBA
«HarrioHaJIbHUM IHCTUTYT PaKy»;

JKap-XIpypr-oHKOJOT  BIJIUIEHHS ~ MYyXJIWH  TCYiHKH,
OiJIUTYHKOBOT  3aJl031  Ta  OHKOBAaCKYJSIpHOI  Xipyprii
Jep>KaHOTO HENMpUOYTKOBOro mianpuemMcTBa «HarioHanbHUI
IHCTUTYT paKky»;

IpelCTaBHUK rpoMasicbkoi opranizaiii «Adina. XXinku nmpotu
paky» (3a 3roJ1010);
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MeTtoauuHuii cynposia Ta ingopmaniiine 3a0e3neyeHHst

I'ynenko Okcana HAaYaJIbHUK BIAJUTY CTaHAAPTU3AILI] MEIUYHOI JIOMOMOTH

IBaniBHA JepxaBHOTrO miAnpueEMCTBA «JlepKaBHUM €KCIIEPTHUM IIEHTP
MiHicTepcTBa OXOpPOHHM 3JI0pOB’S  YKpaiHW», 3aCTYIMHHUK
TOJIOBH POOOUOI IPYIH 3 METOOJIOTIYHOTO CYIPOBOLY.

Jep:xaBHnii ekcniepTHUil neHTp MiHicTepcTBAa OXOPOHM 310POB’Sl YKPAaIHHU €

YJIEHOM _
Guidelines International Network P '"fe'_
(MixHapoaHa Mepeka HAaCTaHOB) ,?. ﬁg,
; -
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5 ~
“"ﬂm'la'th
Penenszenru:
Cusak Jlro6oB 3aBiyBa4 HAyKOBO-JIOCJIIJIHUM BIJJIUICHHSM XIMioTepamii
AHJpiiBHa HanionansHoro iHctutyTty paky MO3 Vkpainu, npodecop,
I.M.H.;
Bupsa Oner 3aBigyBad BiajauieHHs onkooptonenii JY «XapkiBchkuit
€BreHoBuY IHCTUTYT maTtojiorii  xpedra Ta  BEIMKUX  CYIrJo0iB,

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

Ieperasia KIIHIYHOI HACTAHOBH 3aNJIAHOBaHO Ha 2027 pik
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HNEPEIMOBA MYJbTUJIUCIHUILIIHAPHOI POBOYOI I'PYIIU

Capkoma FOinra (CHO) € onHi€ro 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 3ycTpiyaeTbesl y miTei
BIKOM 10 5 pokiB Ta y nopocnux crapiie 30 pokis. [lik 3aXBOpIOBaHOCTI IpuUIiaae Ha
10—15 pokiB. i KICTKOBUX CapKOM XapaKTepHUN IIBUIKUAN pICT Ta paHHE
MmeTacTazyBaHHs. Jlo 3acTocyBaHHS cHCTeMHOI Tepamii Maixe y 90% maiieHTiB
PO3BUBAIHCS METACTa3M.

3rigHo 3 YTOYHEHUMH JaHUMU HalioHampHOTO KaHIEp-peecTpy YKpaiHu y
2020 pomi B VYkpaiHi 3apeecTpoBaHO 329 HOBUX MIATBEP/DKCHUX BHIIAJKIB YyCiX
NEPBUHHUX 3JI04KICHUX MyXJIMH KICTOK (187 y wonoBikiB, 142 y xiHok), 3 Hux CHO
niarHoctoBana y 32 (19 — y gitedt Ta mijyniTKiB). Y CTPYKTYpl 3aXBOPIOBAHOCTI Ha
capkoMu KicTok, capkoma lOinra cranosuth 10,1%. Iloka3Huk 3aXBOpPIOBAHOCTI HA
3JI0SIKICHI MyXJIMHKU KicToK ckiaB 0,9 BumnankiB Ha 100 tuc. Hacenenns, jis CHO —
menbie Hik 0,1 Ha 100 Trc. CmepTHICTh (rpyOmil moka3Huk) ckias 0,5 Ha 100 TuC.
HACEJICHHS /IS YCiX CapKOM KICTOK.

OxoryieHO crheriaJbHUM JIIKYBaHHSM TNEepBUHHUX XBopux 64,1%. 3 Hux
OTpUMAJU: TUIBKK XIpypriuHe jikyBaHHS 26,4%; xomOiHOBaHe ab0 KOMIUJIEKCHE
nikyBaHHs 33,1% maIliHTIB.

Bignosigno no HK 025:2021 «Knacudikatop XxBopoO Ta CriopiiHEHUX IpodIeM
B oxopoHi 310poB'si» (Hakaz Minexkonomiku Big 04.08.2021 Ne 360-21 «IIpo
3aTBEP/KEHHS HallIOHATBHUX KIacu(pikaTopiBy), capkoma KOTHra KoyeThes siK:

C40 35105KicHE HOBOYTBOPEHHS KICTOK Ta CYIJIOOOBUX XPSIIIIB KIHIIIBOK

C41 3nosxicHe HOBOYTBOPEHHS KICTOK Ta CYrj000BHX XpSIiB I1HIIUX Ta
HEYTOYHCHUX JIOKAITI3allii.

MeTo01010Tis1 CTBOPEHHS KJIIHIYHOI HACTAHOBH

HNana xmiHiyHa HactaHoBa (KH) pospoOnena BignmoBigHO 10 MeTtoauku 3
pPO3pOOKH Ta BIPOBAKEHHS CTAHAAPTIB MEAUYHOI JOTOMOTH Ha 3acajax J10Ka30BOi
MEJIUIIMHY, 3aTBeppkeHol HakazomM MO3 Vikpainm Bim 28.09.2012 Ne 751 «IIpo
CTBOPEHHSI Ta BIPOBAHKCHHS MEIMKO-TEXHOJIOTTYHUX JOKYMEHTIB 31 CTaHAapTH3aIlii
MEJUYHOI 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 TPYIOLO,
NEePCOHANIHUN CKJIAJ] SIKOT 3aTBEPXKEHO Haka3oM MIiHICTEpCTBA OXOPOHU 3]I0POB’S
VYkpainu Big 18.05.2021 Ne 967. MinicTepcTBa OXOPOHHU 310POB’sl Y KpaiHH.


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 ocnoBy manoi KH obOpano HactaHoBy 3 niarHoctuku Ta jdikyBanHs ClO, ii
PI3HHX TICTOJIOTIYHHUX MIATHIIB Ta cTamii, po3podneny ISG (Italian Sarcoma Group)
B paMKaXx CTPATEri4HOTO MPoeKTy «CTpaTeriyHui ajabsHC MPOTH PAKy»

Linee guida per il trattamento del Sarcoma di Ewing, 2010

Ileit moxymeHT OyB TMIJArOTOBJICHUN Ta 3aTBep/KeHui KoHceHcycoMm, 1110
B110yBcst B bosioHbi B opToneanuHoMy 1HCTUTYTI Rizzoli 22 Tta 23 Bepecns 2010 p. Ta
SKUM TIOJiuIacs rpymna ekcrneptiB (auB. Jlogatok) 3 piBHeM goxaszoBocti (I - IV) Ta
CTyneHs MU pekoMmeHnaauid (A-D), mo mnpuiHITO AMEPHUKAHCKUM TOBapHCTBOM
KJIHIYHUX OHKOJIOTiB. 3asiBU, SIKI HE CYMPOBOKYIOTHCS PIBHEM JOKa3iB 1 CTyIEHEM
pPEeKOMEHJIAIll € CTaHJAapPTOM MOBEAIHKH, IO PO3AUIIIOTH Tpynu ekcrepTiB. 3 2010
pPOKy 10 1poro yacy HactaHoBu ISG He 3a3HanM HIIKUX JOMOBHEHb y 3B’A3KYy 13
BIJICYTHICTIO HOBHMX JIIarHOCTUYHUX Ta JIIKYBAJIBHUX METOJUK 3 JOCTaTHIM piBHEM
nokazoBocTi. [Ipote, 1st OKpeMHX MOJIOKEHb WIEHW MYJIBTHIUCIUILTIHAPHOT poO040i
Ipynu BUKOPUCTAIH JTOJAATKOBO HOBY PEJIAKIIIO KJIIHIYHOI HACTAHOBHU:

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

Ha ocnoBi manoi KH «Capxoma IOiHra/mpiMuTHBHa HEWpOEKTOJEepMajbHa
NyXJuHa» poboya rpymna po3podusia YHipikoBaHUN KIIIHIYHUNA MPOTOKOJI MEPBUHHOI
Ta cremianizoBaHoi MeauuHoi jgonmomoru  «Capkoma FOinra/ mnpiMuTHBHA
HEHpoeKToIepMaibHa MyXJIMHA», Y SKOMY BUKOPHCTaH1 J0Ka30Bi mnosoxeHHs KH
0J10 €(PEeKTUBHOCTI MEJAMYHUX BTPYYaHb, AKI, TAKOX, CIYT'YBaJId OCHOBOIO IS
BU3HAYEHHS 1HIUKATOPIB SKOCTI HAJIAHHSI MEUYHOI JOTIOMOTH NAI[lEHTaM 3 CAPKOMOIO
FOiHra ta npiMUTUBHOIO HelipoekToaepMaibHoto myxiauHoto (ITHEIT).

Jana KH He moBHHHA pO3LIHIOBATUCH SIK CTAaHAAPT MEAUYHOIO JiKyBaHHA. Lle
peKOMeHJaliliHui JOKYMEHT, 110 Oa3yeThCsl Ha y3arajJlbHEHOMY CTpPaTEridyHOMY
OadeHH1 010 CYYaCHOTO PO3BUTKY raty3i 3 opraHizaiii MmeanuHoi qonomoru rmpu CHO
ta [IHEIl. KH mpusnauena s MpakTHKYIOYUX JIKapiB, sIKI HAJAAIOTh MEIUYHY
JIOTIOMOTY, HAaYKOBI[IB, OPraHi3aTOpiB OXOPOHM 3JI0pOB’s, I1HIMMX (DaxiBIIiB,
3aIliKaBJICHUX Yy MiABUIIEHHI SIKOCTI MEIMYHO1 JOTTIOMOTH.



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

PIBHI JOKA30BOCTI TA OIITHKU PEKOMEHJJAIIII

PiBHi noka3iB

Jloka3sm, pUHAWMHI, 1 OJTHOTO BEJIMKOTO PaH/IOMi30BaHOTO
KOHTPOJIbOBAHOTO JOCTIKEHHSI 3 XOPOIIOK METOMOJIOTIYHOIO SKICTIO
(HU3BKUM TTOTEHITIAJ YIIEPEKEHOCTI) a00 MeTaaHali3y I00pe MPOBEISHUX
PaHIOMI30BaHUX JOCIIKEHb 0€3 HEOJHOPITHOCTI

HeBenuki paHIoMi30BaHi JOCHIIKEHHS a00 BEJIMKI paHI0MI30BaH1
JOCIIJIKEHHST 3 TM1JI03pOI0 Ha YIMEepeHKEHICTh (HM)KYa METO/0JIOoTIYHA
AKICTh) a00 MeTaaHalli3 TaKuX JOCHDKEHb abo0 JOCHIKEHb 3
MIPOJIEMOHCTPOBAHOIO HEOTHOPITHICTIO

II

I1I [lepcnekTUBHI KOTOPTHI TOCTIKEHHS

PerpocriekTMBHI KOTOPTHI JOCHIDKEHHS a00 [OCHIDKEHHS “Kelc -
p p

v .,
KOHTPOJIb

JocnipxenHss 0€3 KOHTPOJIbHOI TpPyNH, 3BITH MPO BUNAAKU, AYMKH
eKCIIEpTIB

Pexomenpaniiiai ominku

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

3aranom peKOMEHIYIOThCS CUIIbHI 00 TOMIPHI I0Ka3u €(pEeKTUBHOCTI, ajie
3 0OMEKEHOI0 KIITHIYHOIO KOPHUCTIO



HenocraTHi 1oka3u epeKTUBHOCTI UM KOPUCTI HE MEPEBaXAIOTh PU3HK 200

C. . .
HEIOMIKN (HECTIPUATIINBI MO/i1, BUTPATH...), HEOOOB’ I3KOBO

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

E [lepexonnmBi Aoka3u €(OEKTUBHOCTI ab00 HECHPHUSATINBOTO PE3yJIbTaTy

HIKOJIM HE PCKOMCHAYIOTHCA

3AXBOPIOBAHICTbB TA ENIJIEMIOJIOITA

[lepBUHHI MyXJIMHU KICTOK 3yCTpIHalOThCS PiAko, ckiagarTs < 0,2% ycix
3MOSIKICHUX TyXJWH, Kl Oynu 3apeectpoBani y ©0a31 gannx EUROCARE
(€Bpomneiichbkuil peecTp paKy Ha OCHOBI JOCTIIPKCHHsSI BW)KMBAHHS Ta JOIISIY 3a
XBOpUMH Ha pak) [1]. Pi3H1 BUIu MyXJIMHU MalOTh P13HY YaCTOTY BUSBIICHOCTI 1 KOKHA
Mmae He Oubiie 0,3 BunaakiB Ha 100 000 nacenenns Ha pik. CHO - TpeTs 32 4acTOTOI0
TIEpBUHHA 3JIOSIKICHA IMyXJIMHA KicTOK. HaltyacTiie BUHUKAE y ITEH Ta MiJTITKIB, ajie
TaKOX 3yCTpivaeThcs y gopociaux. CepeaHiid Bik HA MOMEHT BCTAHOBJIEHHS J11arHO3Y
CTaHOBUTH 15 pokiB, nepeBaxHo cepen 4oioBikiB (1,5: 1). Hactora CHO ctanoButs 0,3
Ha 100 000 nHa pik [1 - 4.]. HaitOi1p1m1 yacTUMU IEPBUHHUMU JiJISTHKAMU BUSIBIICHHS
CIO € xictku KiH1iBOK (50% BCiX BUTIAIKIB), 32 SKUMU CIIITYIOTh Ta3, pedpa Ta Xpeoiri.
OpHak, TMOTEHIIHHO MOXXe OyTH ypakeHa OyJb-sfika KICTKa, a TaKO0X MOXKIIMBE
noxopkeHHs 3 M'akux TkanuH (ITHEIT), oco6nuBo y nopocnux (30% Bunaaxis).

Linee guida per il trattamento del Sarcoma di Ewing, 2010

JIATHOCTHUKA

Kuinika

binb, HaOpsk, QyHKIIOHATBHE OOMEXEHHS O0€3 OYEeBUIHUX MPUIMHHHUX
(bakTopiB, MIJBUILEHHS TEMIEPATypH, 0COOIMBO y MIJIITKIB 1 MOJIOJUX JHOJEH, MOXKE
naBaTu mpuBia  migo3proBatu  jgiarHo3 CHO  Ta moTpeOyBaTH  J1arHOCTUYHOTO
JTOCIIKEHHS B IbOMY HaIPsAMKY. Y J1arHOCTHIIl BICYTHI crierudiuHi TECTH O10Ximii
KpOBI1, Xxo4ya npudau3Ho y 30% BumnaakiB npucyTH1 BUCOKi 3HaueHHs JI/II'.

IHcTpyMeHTAJIBHI JOCTIAKEeHHS / CTaAil0BAHHS
Pentrenorpadis (PI') y nBox mpoekmisix AUISTHKH, J€ 3SBUJIUCS CKapTH, — 1€
nepiie OOCTEKEHHS, SIKE PEKOMEHIYEThCS BUKOHYBATH, IO JO3BOJIIE 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 TEpIle: MarHiTHO-PE30HAHCHY
tomorpadito (MPT) Ta xomm'torepay Tomorpadiro (KT) 3 KoHTpacTHOIO PEUOBHHOIO.
MPT noBHHHO OXOIUTIOBATH YBECh YpaK€HHWM KICTKOBUM CETMEHT 13 CYMDKHUMH
cyrinobamu. CuctemMHe oOcTexeHHs nependayae nposeaeHHs: cripaibHoi KT rpyaHoi
KJIITKH, CHUHTUTpadio ckejeTa, OIONCiI0 KICTKOBOTO MO3Ky Ta / abo acmipalliro
KICTKOBOTO MO3Ky. MOHa KOHCTAaTyBaTH, 1110 MOOAWHOK]I YPaKCHHS JIET€Hb MEHBIIIC
0,5 cm, mo BusBneHi npu nepeuaHoMy KT mociimkenHni, He € metactazamu. OHaK,
WMOBIpHICTh TOTrO, IO Taki By3iMKM Ha cripansHii KT MaroTe meTtactatuyHMiA
XapakTep, 3pOCTa€e pa3oM 31 3pOCTAHHSM X KUTBKOCTI Ta po3Mipy BIPoIoBXk yacy [IV,
B]. 3minn muieHOCTI 260 po3Mipy BY3JIHMKIB MijJ 4yac XiMmioTeparnii cBi4aTh MpoO iX
MeTacTaTu4yHy pupoy. Ciiifl po3riasHyTH MOXJIUBICTh O10IMCIMHOT OI[IHKU BY3JIUKIB Y
Bumnajikax cyMHiBHUX KT rpynnoi kiitku. Te came cTocyeTbes mo3aiereHeBex UISTHOK
OyJIb-IKUX BTOPUHHHUX JIOKaJi3aIliii.

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
BITI3HABAHWM, OCKUIBKH CIIJI 3aBXKIW BHUAAIATH IUIIX Oioricii. HeoOximHO yHUKaTH
excuusiiinoi Oiomcii [III, B]. biomcis moBuHHa MpOBOAMTHCS 3a HAMPABICHHAM, Y
CHeIiaTi30BaHUX IIEHTPAX XIpyprom ado JOCBIIYCHUM pajiosioroM mig kontposem KT
a6o VY3]l (kepoBana rosikoBa Oiomcisi). [icTonoriuHa AiarHOCTHMKAa BHUMAarae
CHeriagbHOl eKCIepTu3W 3 OOKy marojoroaHatoMa a0o TIiATBEP/KCHHS 3
HaIlIOHAJIBHOTO peepeHT-IIEHTPY.

V¥ pa3si octeonizy Ta/abo MaToI0TIYHOTO MEPEIOMY XpeOTa, 0COOIUBO Y MOJIOIUX
naiieHTiB 3 mio3poro Ha CHO, ¢ yHuKaT 1eKoMITpeciiHOol JIaMiHEKTOMI1, HaTar0uH
nepeBary roJikoBiii 6101Cii Ta TEPMIHOBOTO MEPEBECHHS IO CIEIIaTI30BaHOTO IIEHTPY.

l'icTosoriuna niarHocTuKa

VYei CIO € BHCOKO3JNOSKICHUMHU TyXJIMHaMu. bioncis moBMHHA 3a0e3MeunTd
JIOCTaTHBO Marepiainy st BUKOHAHHS TPaIUIIHHOTO TICTOJIOTIYHOTO,
IMYHOT1CTOXIMIYHOTO Ta MOJIEKYISIPHOTO 010JI0TTYHOTO JOCIT1IKEHHSI.
PexoMeHyeThCSl 3aMOPOXKYBAaTH CBIXKUI MaTepiall Ta 30epiraTd B IEBHUX TKAHUHHUX
0ankax. binbmicte niarno3is CIO MoxxyTh OyTH BCTaHOBJIEHI HAa OCHOBI (hapOyBaHHS
reéMaTOKCUJIIHOM, €03MHOM Ta IMyHOTICTOXIMIYHOTO aHaJIi3y, IKHI MOBUHEH BKIIIOYATH
excrpecito CD99, xapeonminy Ta FLII. Ilomanbmn iMyHOTICTOXIMIYHI JTOCHIKEHHS
MOBMHHI  BUKIIIOYATH  MOXJIMBICTH  JlarHOCTyBaHHs  JiMpomMu. BukoHaHHS
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MOJICKYJISIPHO-010JIOTIYHUX JTOCII/DKEHb JUIsl OIUHKMA XapaKTepHUX TpPaHCIOKAIii
OakaHO B YCIX BHUIAKAX, SKIIO II€ TEXHIYHO MOXKIHUBO, OCOOJMBO BOHU €
000B’SI3KOBUMHU, SIKIIIO € JIarHOCTHYHI CyMHIBH, HaBiTh SIKIIO JUIsI IIbOTO MOTPIOHO
BUKOHAHHS TOBTOpHOI Olomcii. Pedepentna naboparopis mna npiarHoctuku CHO
noBuHHa MaTu MeTtoau FISH ta RT-PCR. RT-PCR - 1ie TexHosoris BUOOpY, SKIIIO
JOCTYITHUMN cBIkUI MaTepian, Tojl sik FISH - 1ie TexHika, siky MO’kHa BUKOPUCTOBYBATH
Ha Martepiali, 3aKkpimieHoMy y napadin. Y nanuii yac 3actocoByeThesi MeTo] RT-PCR
Ha acmiparti KICTKOBOTO MO3KY, JaHUW METOJ Hapasi OLIHIOETHCS 1 Hi B IKOMY pa3i He
Mae MepeBar 3 TOYKH 30py MPOTHOCTUYHOI OIIHKHY 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
MIJKOKPYTJIOKJIITUHHA CapKoOMa, MO3HAYeHa TPaHCIOKALI€eo reHiB y 85% BuUmaakis t
(11; 22) (Q24; Q12). JlocmixKeHHsT MOJIEKYJISIpHOI 010J10T11 MoKa3aliu, 110 Maixke yci
1l MyXJIMHA MatoTh 3arainpHy nepedyaoBy rena TET-ETS 3a yuactio rena EWSR1 na
xpoMocomi t22. TpaHcliokailii MOKyTh B1IOYBaTUCS TaKOXK 3a y4acTIO 1HIIMX I'eHIB: t
(21; 22) (225 q12), t (7; 22) 1 t (2; 22). B ocrtanH1 poku Oynu BUSBJICHI HOBI (popMHU
CapKOMH 3 MaJICHbKMMHU KPYTJIUMHU KIITHHAMH Ta HOBUMH TPAaHCIOKAIISIMH, CEpe
AKUX capKkoMa, 10 peopraHizoBana 3a gornomororo BCL6-kopenpeccopa (BCOR), Ta
MEePEBAXKHO Bpaxkae KICTKy. ToMy MOJEKyJsipHE MIATBEPKEHHS € 000B'SI3KOBUM JIJIs
mugepenuiiinoi glarHoctukd CHO Ta 1HIIMX MUIKOKPYTJIOKIITHHHUX capkoM [V, A]
(4). Anani3 3a 10MOMOTOI0 CEKBEHYBAaHHS CJIIJI BPaXOBYBAaTH, KOJIM TPAHCJIOKAIll HE
OyJnu BUSIBIIEHI TpaaulitHuMu Mmetonamiu [1V, B].

Komenmap pooouoi ecpynu: OcrosHum Kpumepiem 6CMAHOGIEHHS O0ideHO3Y €
2icmoJlociuHe 00CmedHceH s IHHOPMamueHo2o OioNCilHo20 Mamepiany y peghepeHmuux
aabopamopisx, sAKi cneyianizyiomscs Ha capkomax. Jlikap-namonoecoanamom, sKuil
nposooums Mopponociune O00CHIONCeHHS Mmamepiany, NOSUHEeH Mamu O0CMAMHIl
00cgi0 8 OdiacHocmuyi NYXAuH KIiCMOK ma BION08IOHe MamepiaibHO-mexXHiuHe
001a0HAHHSL.

Yacmo cnocmepizaromvcsi po30iscHOCHI 8 KILIHIKO-PEHM2eHON02IYHOMY OIAcHO31
ma Mop@onociuHux 3aKNIOYEHHAX, ye nompeoye 000amKo8020 0OCMENCEHHS
2iCmo0ciuHo20 mamepiany 8 aabopamopisx, sAKi Maoms O00CMAmMHIl 00C8i0 )
NPOBEOEeHHI  OOCNIONCEHb  2eHHUX  MPAHCIOKAYill 3a  OONOMO20K  Memooy
@ayopecyenmnoi ciopuousayii, FISH ma yumoeenemuunux 00ciioxiceHs.
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B Vkpaiui icnye nuwe Oekinbka nabopamopiu, SKI 6i0nogioaoms OaHUM

BUMOcAM.

KPUTEPII CTAJIIIOBAHHSI

VY naHuWil 9ac KOPUCTYIOThCS JIBOMa cHUCTeMaMu Kiacudikarii: kimacudikarris
ta HoBa Kiacudikamis TNM/AJCC [18,19]. Jlpyra Bupgaerscs OUIbII
1H(OPMaTUBHOIO 3 ypaxyBaHHsAM skip- MeTacTa3iB Ta MeTacTa31B Pi3HUX JOKAJ13aLlii.

Enneking

Taoauus 1. Knacugikanis Enneking

Cranisi Hyxauna (T) Mertacra3zu (M) Cryninbp  3J10IKiCHOCTI
(G)

IA T1 MO Gl

IB T2 MO Gl

ITA T1 MO G2

1IB T2 MO G2

III T1 or T2 M1 G1 or G2

Hyxauna

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

MeTacrTasu
MO: MeTacTasu HE BUABJICHI.

M1: BusiBneHo perioHapHi abo BiJaJIeHHI METacTa3u

Crynib 3J10KICHOCTI
G1: HU3BKUI CTYIIHb 3JI0SKICHOCTI.
(G2: BUCOKHUH CTYMIiHb 310SIKICHOCTI.
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KIIACUPIKAIIA TNM/AJCC 7-ro neperasay

Tadanus 2. AMepuKaHCbKHUI 00'€ITHAHNI KOMITET i3 cucTeMM BU3HAYEHHS
cTaaii paKy AJsl NePBUHHUX 3J10KiCHUX MyXJinH KicTok (AJCC), niarnocToBanux
nicast 1 ciuns 2003 p.

Cranisi Hyxauna (T) | Jimparuuni | Meracrazu (M) | Ctyninb
By3.u (N) 3a0sikicHocTi (G)
IA T1 NO MO G1 abo G2
1B T2 NO MO G1 abo G2
ITA T1 NO MO G3 abo G4
1B T2 NO MO G3 abo G4
III T3 NO MO bynb ske G
IV A bynp axe T NO Mla bynp saxe G
IVB byns ske T N1 bynp-ske N byns ke G
IVC byns ske T bynp-ske N MI1b byns ke G
Hyxauna

TX : mepBUHHA MyXJIMHA HE MOKe OyTH OLIIHEHA

TO: Hemae T0Ka31B NEPBUHHOT My XJIMHH

T1: myxmuna 8 cm abo MeHIIe B HalOIBIIIOMY BUMIP1

T2: myxnuna OibIie 8 cM B HaUOLIBIIIOMY BUMIpI

T3: po3puBHU MyXJIMHU B TIEPBUHHIN KICTII, skip-meTacTa3u

JlimpaTtuununii By30.1

NX: perioHanbHi JTIMPOBY3JIM HE MOXKYTh OyTH OLIIHEHI
NO: HeMae MeTacTasiB B perioHapHuX JIM(PaTUYHUX By3JaxX
N1: Meracra3 B perioHaJIbHUM JTIM(paTUUHUNA BY3071

Binnaaeni meracrasu

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

M1: BigmaneH1 MeTacTasu

M1la: meTacTa3u B IEreHIX
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M 1b: iHmi Bijgmaneni meracrasu

Cryninb 3;109KiCHOCTI

G1: BucokoaudepeHiiiopana
(G2: nomipHo nudepeHiiiioBana
G3: Huzpko U PepeHITiioBaHa
G4: nenudepeniiioBana

Komenmap pooouoi epynu: 1-i cmaoii CIO ne icnye (CIHO — 3a6acou
sucoxosnosikicna nyxauna- G3,G4.) B Vkpaini euxopucmogyroms nonepeouio
Mmidicnapoony xnacugixayito TNM 6™ edition (6 nepeanaoy) (Ous. Tabauys 3).

Tabauya 3. Mincnapoona TNM knacugikauia nepeuHHUX 310AKICHUX
RYXJUH Kicmok 6 nepeanaoy

Cmaoia | Ilyxauna (T) | Jlim¢pamuuni | Memacmaszu Cmynino
ey3nu (N) (M) 3no0sakichocmi (G)

IA T1 NO MO GI abo G2
IB 12 NO MO GI abo G2
1IA T1 NO MO G3 abo G4
1IB 12 NO MO G3 abo G4
111 13 NO MO byow axe G
4 byow sike T NO Ml byos sike G

Iwcepeno: 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
JIKYBAHHS
JlixyBanuss CHO Bumarae 1eHTpaiizaiii Mali€HTIB y IEHTPaX 3 BEIUKUM

JIOCBIZIOM JIIKYBaHHS KICTKOBHX CapKOM a00 B YCTaHOBAX, SIK1 BITHOCSTHCS JI0 MEPEXKI,
IO CIeIIai3yI0ThCsl HA CapKOMax.
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Y 3B’A3Ky 3 PIAKICHICTIO 3aXBOPIOBAHHS, TAIllEHTAaM PEKOMEHIYEThCS
MPOTIOHYBATH JIIKYBAaHHS B KOHTEKCTI HAllIOHAJIbHUX a00 MIXKHAPOJHUX KITHIYHUX
BUNPOOYBaHb. [loegHaHHA CUCTEMHOI XiMiOoTeparii Ta MICLEBOI Teparii (XipypriuybHe
BTpy4aHHs 1a / ado I1T) € crangaptom mikyBanus CIO [I, Al.

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 Kpai BH3HAYalOThCS BIANOBIAHO $K IIMPOKI, KOHTaMiHOBaHI Ta
BHYTPIITHOBOTHUILEBI. BU3HaUeHHS XIpypriYHUX KpaiB MOBUHHO OYyTH pe3yIbTaTOM
TICHOI CIIIBOpalll Xipypra Ta MarojoroaHaToma. ICHye TICHMII B3a€MO3B'S30K Mixk
SKICTIO XIpypriyHux KpaiB Ta PU3UKOM MICIIEBOTO pELUIUBY.
BHyTpIIIHPOBOTHUILIEBOTO BTPYYaHHS 3aBXKAMU CJI1J YHUKATH, HaBITh y BHUIAJKaX
ypaxeHHs XpeOTa 3 HOYaTKOBUM YPa)K€HHSIM HEPBIB.

BHyTpinIHROBOrHHUIIIEBA XIPYPrisl HABITh Y MO€aHAHI 3 micasonepauniitHoo 11T,
HE Jae OulbIMX nepesar, Hix juiie [1T, 3 Touku 30py MICHEBOrO KOHTPOJIIO, 1 TOMY
Hemae manyBatucs [IV, B].

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

Pimrenns moao HeornepaOeabHOCTI TOBUHHO OYTH MIATBEP/DKEHE XIPyproM 3
JIOCTATHIM JIOCB1JIOM JIIKyBaHHSI KICTKOBUX CapKOM.

[Tix yac XipypriuHoi NpoIeayPH MEX1 30HU OMEPATUBHOTO BTPYUYaHHS TOBUHHI
OyTd BHUJIIJIEHI 32 JONOMOTOK THUTAHOBUX 3aTUCKAUIB  JIs Oy/lb-IKOTO
NICISONEePalifHOr0 MPOMEHEBOr0 JIIKyBaHHA. MeETOOu PEKOHCTPYKI[li IOBHUHHI
OpaTtuch 10 yBaru 3 YpaxyBaHHSIM MOXJIMBOI MOTPEOH Yy MICIASAONEPATUBHOMY
IIPOMEHEBOMY JIIKYBaHHI.

VY martienTis, sxi 3a pimenaam MJIK orpumyBanu [1T ass miciieBoro jgikyBaHHS,
orieparliss MOXe PO3TIISAATHCS Ticis 3aBepiieHHs XT.

IIpomeneBa Tepamist

Capxoma HOinra - myxnuna, uytiusa jgo [1T. I1T 3a6e3nedye Xxoporuii BiICOTOK
MICLIEBOTO KOHTPOJIO 1 MOKa3aHa TaM, JI¢ XIpypriuHe BTPYYaHHS HE BBaXKAE€THCS
MOXJIMBUM a00 OHKOJIOTIYHO HeaJeKBaTHE. SIKI0, BUITAJAKOBO, XIpypriuHi Kpai Oyiau
MOPYIIICH]1 CJIiJT TPOBOUTH JiKyBaHHS micisonepaTuBHoto [1T.

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

OO6csr TIT 3anexxuthb Bij MOMMPEHHS MyXJIMHU Ta A1arHO3Y.
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VY pasi BukirouHo [T pekomeH10BaHa KyMyJISITUBHA J103a CTaHOBUTH 55-60 I'p.

VY pa3i IIT now's3aHoi 3 XipypriyHUM BTpPY4YaHHSM, PEKOMEHJOBaHa J03a
cTaHoBUTH 40-45 I'p.

[Monenne OidpakiionyBanus IIT, 3a3Buuail, BUKOPHUCTOBYETHCS IS
30UIBIICHHS 1HTEHCHUBHOCTI JIIKYBaHHS Ta 3a0e3ledyeHHs Kpamioi iHTerparii 3
XIMIOTEPAITIEI0 3 METOIO OOMEXKEHHS TI3HBOI TOKCUYHOCTI 32 PaXyHOK HAWHMKINX 103
JUTSL KOXKHOT OKpeMoi (hpaxiiii.

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 ISt
neskux Jjokam3anid CHO, mo 03BoJsIE MIABOAUTH OUTBITY TEpaneBTUYHY 103y HA
BOTHMIIIE 13 30€pEKEHHAM HABKOJIMIIIHIX TKAHWH. Y JIaHUW 4ac HEMae KOJIHUX JOKa3iB
nepeBard 3 TOYKH 30py 3aCTOCYBAHHS IIUX METOIB TMOPIBHSHO 3 TPaJAUIIMHUMHU.
[ToniOHe MipKYBaHHS CTOCYETHCS TEpaIii BaXKKUMH YaCTKAMH.

XimioTepaneBTHYHE JiKyBaHHA

Capkoma lOinra - myxiuHa, sika Mae€ MIJBUILEHUNA PIBEHb YYTJIUBICTI [0
ximioTepamii. Y 3B'SI3KYy 3 MM PEKOMEHAYETHCA IEPBUHHE XIMIOTEpareBTUYHE
nikysanus [I11, B].

[Ticns mepBuUHHOI XiMioTepamii MICIIeBE JiKyBaHHsS Oyze TMPOBEACHO IiCIs
OILIIHKM BOTHMIIA 3aXBOPIOBAHHS 3a JIOITOMOTOIO THX K€ METO/IIB Bi3yasi3allii, o 1 Ha
MOYaTKy J1arHOCTHUKH.

[IporHocTryHa 3HaYMMICTh BIJIMOBI/1 Ha XIMIOTEpaIito, OLIHEHY 3a JOTIOMOT0I0
nuaaMiyanx gadux MPT ta I1ET, na nauuii MomeHT HeBimoMa. € mOBIIOMIIEHHS, 11O
MOBHE 3HUKHEHHS M SKHX YaCTHH MyXJIMHHOTO KOMIIOHEHTY KOPENIOE 3 KpaIrioko
BIDKHUBAHICTIO.

HaBith y «JokamizoBanux» ¢opmMax Ha T[OYaTKy MICIIEBOTO JIIKyBaHHS
HeoOximqHo moBToputH KT rpynHOl KIITKM TMichs TEPBUHHOI XiMmioTepamii aiis
BUKJIFOYCHHSI HASBHOCTI METACTa31B Y JIETCHSIX.

[ToBTOpEHHS CKeNeTHOT CMHTUrpadii BUITPaBAAHO JIMILE Y BUMIAKaX MICIIEBOTO
nporpecyBaHHs ado crnenu(piyHUX CUMITOMIB. ['icTONOrIYHA BIAMOBIAb Ha IEPBUHHY
(OLIHEHA MO OMHUCY XIPYPriYHOro JIKYBaHHS) XIMIOTEpamilo TICHO MOB'si3aHa 3
nMoBipHicTio BuxkuBanHs [I11, B].

MopaanpHICTh OIIIHKH TiCTOJOTIYHOI BIAMOBI Al mpuifHATa B ITami mepenbdayae, 3a
ouinkoro Iliyui, Tpu cTymeHi: crymiHb 1-ii BH3HAUa€e MEPCUCTEHIII0 OCEPEAKIB
«MaKpOCKOMIYHUX» KJIITHH BOTHUII BITAJIbHOI MyXJIMHU, 2-W CTYIiHb BHU3HAYae
30€peKeHHsT «MIKPOCKOMIYHUX» BOTHUI, 3-W CTYHiHb - BIJACYTHICTh IyXJIMHHUX
KJIITHH. ['ICTONIOTIYHA peakilis BU3HAYAEThCS, K J00pa y BUIMAAKY 2 a0o 3 CTymeHs,
noraHa y BUNaAKy 1 crymneHs. PekoMeHayeTbcsl LIEHTpaii3alis OLIHKH HEKpO3y
BUKJIUKAHOTO XIM1OTEpaIie€ro.
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XiMiOoTepaneBTUYHI 3ac00U, SKi B JaHUI Yac BUKOPUCTOBYIOTHCS JJISl MEPIIOT
miaii  mikyBanHs CHO: aapiaminue, muknodocdamin, idocdamin, eTomnosus,
BIHKPHUCTHH, JakTHHOMIIHH [I, A].

Kuinigai BunpoOyBaHHS, K1 3apa3 MPOBOASITHCS, BUKOPUCTOBYIOTh TPHU-IITICTh
UKTIB (KOXKHI 2-3 THKH1) TIepe] MICIIEBUM JIKYBaHHSM, 1 IIICTh-JAECATh [UKJIIB MIiCsA
MICIIEBOTO JIIKYBaHHS Ta TPUBAIICTIO 3arajoM 9-12 micsiis.

€ IOBIIOMJIEHHS, IO 30UIBIICHHS I1HTEHCHUBHOCTI JO3U MOJKE JIO3BOJIUTH
CKOPOTHTH TPUBAIICTH JIIKYBaHHS 3 Takoro X edektuBHicTiO [II, B].

HatiedexkTuBHINI MPOTOKOIU Tepeadadan BUKOpUCTaHHS 4—6 mpemnapartiB y
PI3HHUX TOE€THAHHAX OAHUX 3 OAHUMHU. Hemae 9iTKHUX JoKa31B HAUKPAIIOTO MOKIUBOTO
IMO€THAHHSL.

Komenmap pooouoi epynu: aopiamiyun — mopeoea Ha3ea NiKapcbKoco 3acoby 3
MIHCHAPOOHOIO HENAMEHMOBAHOIO HA3B800 OOKCOPYOIYUH.

[Ipu npoBeneHH1 JIIKYBaHHSI HEOOXITHO BPaXOBYBAaTH, IO IHTEHCUBHICThH 03U
MO3UTHUBHO KOPEIIOE 3 BUKUBAHHSM.

Hemae Mi>kHapoJIHOTO KOHCEHCYCY II0JI0 BUKOPHUCTAHHS METOJIB JIIKYBaHHS
BUCOKHMH JI03aMH 3 MIJITPUMKOIO T€MOIOETUYHUMH CTOBOYPOBUMH KIITHHAMHU. €,
OJIHAK, JIOKa3u, OTPUMaH1 3 HepaHOMI30BaHUX JOCIIKEHB, 1010 iX e(PEKTUBHOCTI y
nanieHTiB 13 CHO BHCOKOro pu3uKy (MallleHTH, K1 MOraHO PearyloTh Ha MEPBUHHY
XIMIOTEpaMnito, XBOpl Ha METaCTaTUYHY capkoMy Ha noyatky) [II1, B].

[lepBuHHA XiMiOTEpanis 103BOJISIE OLIHUTH YyTJIMUBICTh MyXJIMHU JI0 IPENaparis,
0 BUKOPUCTOBYIOTHCS MLUISXOM TICTOJOTIYHOTO JOCIIKEHHS  XIPYpPri4HOIrO
€JIeMEeHTa, OJHAK Hapa3l HEeMa€ €IMHOI AYMKM IoA0 1boro. EdexkTuBHICTH
aJ'tOBaHTHOI abo micisionepaniiHoi ximioteparii qudepeHLiioBada Mo BIAHOLIEHHIO
JI0 TICTOJIOTTYHOI B1MOBI/I.

Hemae nokasis Toro, 1mo xiMmiorepamisi NOBUHHA OyTH Au(EpeHIIHOBaHOIO 3a
BikOM, mnpuHaiiMHI 10 40 pokiB. 3aBXIU CiiJ PEKOMEHAYBaTH XiMIOTEparito
HE3JIEKHO BIJI BIKY, MOYaTKy 3aXBOPIOBAHHSA 3 YpPaxyBaHHSIM 3arajJlbHOrO CTaHy
Maljl€cHTa.

XiMmioTepaneBTUYHE JIIKyBaHHS TAIllEHTIB XBOpUX Ha ekctpackenetny CHO -
[THEII BinmoBimae TMM caMuM KpuTepisM, 1o 1 1u1st KictkoBux dopwm [111, B].

MMogo pusuky Oe3mmians micas ximiotepamii Ta [IT pexkomenmyeThes
3aMpOTNIOHYBATH MOYJIMBICTH 30€pEKEHHS Ta KOHCEPBYBAHHS OOIUTIB Ta CIIEPMHU.

[Mogo pu3HKYy KapAIOTOKCHYHOCTI aJplaMilliHy, MAalI€HTIB CIiJ PETEeIbHO
KOHTPOJIIOBATH 32 AOIOMOTOI0 CEPIMHUX €XOKapAiorpam.
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Bone sarcomas: ESMO-PaedCan-EURACAN Clinical Practice Guidelines
for diagnosis, treatment and follow-up, 2021

OCKUIBbKH 3JI0SIKICHI TIEPBUHHI IMMyXJIMHU KICTOK € PIIKICHUMH OHKOJIOTTYHHUMHU
3aXBOPIOBaHHSIMHU, Ta MPOBEACHHS JIIKYBaHHS € JOCHUTh CKIIQJHUM, TO TPUHHSITHIMA
CTaHJIApT JIKyBaHHS CJIiJi BHKOHYBaTH B pedepeHTHUX IeHTpax abo 'y
OararonpodibHOMY TIEHTpl, [JIs 3a0e3MeUYeHHs TAaIll€HTIB TOBHUM CIIEKTPOM
mikyBanHs [III, A]. ¥V uux meHTtpax Teparis, 3a3BHuail, MPOBOAMTHCS B paMKax
MO>KJIMBUX TIEPCIIEKTUB, YaCTO CIUIBHUX KIHIYHHX JOCTIIKEHh a00 BCTAaHOBJICHUX
MPOTOKOJIIB JTIKyBaHHS.

baraTokoMIoHeHTHI cxemH, BKJIo4aoun BIHKpUCTHH (V), qokcopyOinun (D),
nukinodochamin (C), ibochamin (1), aktunominma D (A) Tta eronosua (E), moBenu
CBOIO €()EKTUBHICTh Y BEJIMKUX CIUIBHUX JOCIIKEHHAX (56, 57, 58). Y HenaBHBROMY
BEJIMKOMY PpaHJIOMI30BaHOMY JOCTI/DKEHHI 3a ydacTio maiieHTiB 5-50 pokiB 3
JOKani30BaHOI0 abo metactatuuHolo (Gopmoro CHO mMopiBHIOBAIM €BPONEHCHKHIMA
pexum VIDE Ta xoucomipamiro VDI a6o VAI (V, aktunominua D Tta I a6o C) 3
amepukancbkuM pexkumoM crucioi iHAykiii VDC/IE ta koncomninanii IE/VC. Pexxum
VDCV/IE 31 ctucnumu iHTepBajgamMu noka3aB mnepeBary Haj VIDE, sk 3 Touku 30py
Oe3peluIMBHOI TaK 1 3arajibHOi BUKMBAHOCTI 3 MOJ1I0HOI0 TOKCUYHICTIO, 1 Y JaHUW Yac
1€ € MEePEeBAKHOI0 cxeMoto nepiioi JiHii gikyBanHg CHO [1, B] (59)

Buxopucranns Bucokux 03 XT 31 3017IbIIEHOI0 103010 AJIKITIPYIOUOTO areHra
Ta ayTOTPAHCILIAHTALIEI0 CTOBOYPOBHUX KJITHH KPOBI NPHUBEPTAIO BEIUKY YyBary
npu CHO 3 1970-x pokiB. TUTbKU HEJTABHO PE3yJbTaTH PaHAOMI30BaHUX JOCIIIKEHD 3
oycynbhanom ta mendananom (BuMel) nmokazanu, mo e miaxia gae mepeBary y
BIDKMBAHHOCTI JIJI YITKO BU3HAUYEHHUX 1 PETENIbHO BIJIOPAHMX MAIIEHTIB 3 MOTaHOO
peakiiero Ha iHAYKIIIO X T Ta / abo 06'emom nmyxsmuau 6ubie 200 mo [1, B] (60). s
MaIi€HTIB 3 JISTCHEBUMHM METacTa3aMH, IO OTPUMYBAJIM CTaHAAPTHY Tepario 3
TOTaJLHUM OIPOMIHEHHSIM JIeTeHb a00 BChOT'O TiJIa, TaKOi IepeBary He BusiBiieHo [II,
D].

JIJist marfieHTiB 13 TOTaHOI0 PEeakili€ro Ha JiKyBaHHA, ki oTpumyBanu VDC/IE
IpU CTUCHEHH1 I1HTEpBady, pojb BUCOKMX 103 XT He ouiHoBanu. Bubuparouu
HaNOUIBII BIAMOBIIHUNA PEKUM KOHCOJIIIallli, CIIiJ] BpaXOBYBaTH OTpuMany cxemy XT
ta notpedy B [IT, DOINBHICTE AKOT MOKe OYyTH OOMEKEHa Y MAaLI€HTIB, K1 OTPUMYIOTh
(BuMel) uepes ovikyBaHy TOKCHYHICTb.

Sx mpaBuio, micas 6iorcii MPoOBOASTH 0 AEB'SATH IMUKIIB 1HAYKIIHHOT XT 3
MOJAJBIIAM  MICIIEBUM JIIKYBaHHSIM  (JIOKQJIbHUH KOHTPOJIb) Ta TOJAJBIIO0
koHcompaamiero (XT). 3araspHa TpUBAIICTH JIIKyBaHHS CTaHOBUTH 10-12 MmicsiiB.
OnTuManbHUN Yac NIl JOKAJIBHOTO KOHTPONIO (XipypriuHe BTpy4daHHs abo IIT na
BOTHUILE YPAKEHHs) CI1J OOroBOpIOBaTM Ha MUDKAMCLUMIUIIHAPHOMY  PIBHI,
BPaxOBYIOUHU MEPBUHHY JIOKAJI3AIIi10, pO3MIp, PEAKI110, OUIKYBaH1 YCKIaJHEHHS MICJIs
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oreparlii Ta MepeHOCUMICTb. 3MIHA PO3MIPIB, MacH MyXJIHMHU M'SKHX TKaHUH JIETKO
ouinutd Ha MPT, 1110 € TO3UTUBHUM MPOTHOCTUYHUM (HAKTOPOM BIAMOBIAI MyXJTHMHH.
[TocminosHa orinka PET KT moxxe matu gogatkoBe 3HaueHH (61)

Mera JI0KaJIbHOTO KOHTPOJIIO - 3a0€3MEeUUTH JIIKyBaHHS BChOIO 00'€My TKaHUH
ypakeHUX myxjuHowo. [loBHE XipypriuHe BHCIUYEHHS, JIe 1€ MOXJIUBO, BBAKAETHCS
HalKpalM METOJIOM JIOKAJIbHOTO KOHTPOJII0, BPAaXOBYIOUU OUIBIINUNA PU3UK PEIIUIAUBY
nipu [T, sikiio BOHa BUKOPUCTOBYETHCH, K €MHUM MeTo jikyBaHHs [[V A] (56.62).
Xipypriune BTpy4YaHHS MOBHHHO BKJIIOYATH BUCIYEHHS BCIX YPaK€HUX TKAHMH, IO
cnocrepiraigocs  mepen 1HayKuidHo XT (HEe TUIBKM MyXJIMHHA TKaHWUHA, IO
3amummuiacss — micas  3MeHmeHHs — posMmipiB Ha  KT).  Cnig yHuHKaTH
BHYTPIITHROBOTHUILIEBOTO XIPYypTi4YHOTO BTPYUYaHHS, OCKUIBKM BOHO HE Ma€ IepeBar
nopiBHsHO 3 TUTbKHU 1T (56).

JIume 1T 3 ocTraTouHUM HaMIPOM CIIiJ] 3aCTOCOBYBATH 3aMICTh OIEpallii, SIKIIO0
MOBHE XIpypriyHe BUCIYEHHS HEMOXKJIMBO y BUMAAKAX 13 CKJIQJHUMU JIOKAII3alli sIMHU,
TaKUMHU SIK JIOKai3allii B 0CbOBOMY CKEJET1, KOJIM XIpypTiuHe BTpyUaHHs MPU3BEIE 10
3HaYHUX (QyHKIIoHAIbHUX po3nanaiB [IV, A] (56.63). An'toBantHa IIT (45 —60 r)
3HAYHO 3HW)KY€ UMOBIPHICTh PO3BUTKY JIOKAJILHOTO PEUUANBY Y MALIIEHTIB 3 BETUKUMHU
nyxjiuHamu (o0'emom > 200 M), MOraHow TICTOJOTIYHOIO BIAMOBIII0 a0bo
HEJIOCTAaTHIMM XIPYPTIYHUMH KpPasMH, 1 11 CJIIJT peKOMEHAyBaTu 3a 1ux ymos. [IV, B]
(56,64). Takox, an'toBantHa IIT moBunHa posrasgatucs y xBopux Ha CHO 3
MO3aKPUKOBUMHU YPAKEHHIMH KICTOK Ta3y, HE3aJIEeKHO BiJl XIpypriyHUX KpaiB, 00'emMy
MyXJUHU a00 TICTOJIOTIYHOT peakilii, OCKIIbKUA OYyJI0 JOBEIEHO, 1110 BOHA 3a0e3neuye
Kpamy TIOKa3HUKHU JIOKAJIBHOTO KOHTPOJIO Ta BIDKMBAHHSA, TOPIBHSIHO 3 JIUIIE
xipypriunum BTpyuyaHHsM [I[,B] (65). Inkonu, mpu BcraHoBieHHi niarHo3y ClO,
y3rojpkyerbes nepegonepaiiiiina [IT. ¥V takomy Bunmaaky HeoOXi1HI MEHBIII JTO3U JIJIsI
MEHIIOro 00'eMy TKaHWHU, a pPIBHOMIPHICTh PO3MOALTY JO03M ONPOMIHEHHS
MOKPAILYETHCS 32 BIICYTHOCTI METAJIEBUX apTe(aKTIB B1A BHYTPIIIHbBOI (pikcawii (mics
XIpypriuHuX BTpPYy4YaHb), MO TMOTEHIIHHO 3MEHIIYE TPUBAIICTh JIIKYBaHHS.
Buxopucranns cydacaux metosiB I1T, 1mo 103BOMSIIOTE 3aCTOCOBYBATH BHUCOKI 103U
OMPOMIHEHHS HAa BOTHUIIE Ta MIHIMI3yBaTH iX BIUIUB Ha 3J0pPOBI OTOUYIOYl TKaHWH,
BKJIIOYAIOYM Ba)KKI YACTUHKH, CIIJI PO3IISIAATH, KOJH 1€ 3/1a€ThCS TEXHIYHO O1IbII
JOIIJILHUM, OCOOJIMBO Yy JIITEeH Ta MoJiofi (66)

JlikyBaHHS TOPOCIIMX MAIlIEHTIB 3IMCHIOETHCS 32 TUMHM K MPUHIUIAMH, IO 1
JikyBaHHs JiTed. OgHak, IpH 3aCTOCYBaHHI MPOTOKOJIIB JIIKYBaHHSI, PO3POOIEHUX IS
nitei ta marieHTiB y Bili < 40-50 pokiB, HEOOXIAHO BpaxoOBYBaTH IMEPEHOCHUMICTh
Tepamii JiTHIMA TanieHTamu. JlikyBaHHA maIieHTiB 3 ekcrpackenetnumu CHO
OPOBOAMUTHCA 3a THUMHM XK MpUHIMIAMHU, 0 1 JikyBaHHS CHO kicTok, ToMy B ycCiX
BUIAJIKaX BKIHOYaIOTh X 1T, a Takox micisonepaiiiny 1T B Giabocti BUMaAKiB, 3a
MO>KJINBUM BUHSTKOM ITOBEPXHEBUX YPaKECHb.
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[TamienTy 3 MeTacTazaMy Ha MOMEHT BCTAaHOBJICHHSI JI1arHO3Yy JIKYIOThCS TaK
camMo, K 1 MAaIlllEHTH 3 JIOKAJII30BaHUM 3aXBOPIOBaHHSM, ajie iX MPOTHO3 TipIIUA.
JloBeneHo, 110 MicIieBe JIIKYBaHHS METacTa3iB, OCOOJIMBO 3a HAsBHOCTI BIJMOBiAI Ha
JIKYBaHHSI METaCTaTUYHOTO 3aXBOPIOBAHHS, MOB'SI3aHE 3 MOJIIMIIEHHAM PE3yJbTary, 1
ToMmy Horo ciig BukopuctoByBartu [II, B] (67). 3a uux yMOB MOXHa BUKOPUCTOBYBATH
OTPOMIHEHHS yCi€l TOBEPXHI JIET€Hb, 0COOIMBO KOJIH € IIOBHA PEMICisl YCIX METacTa3iB
B JICTEHSX, X04a JIaHl, 0 JEMOHCTPYIOTh MOJIMIIEHHS pe3yibTaTiB, BiAcyTHI [I1I, C]
(68). Y marrieHTiB 3 OJIrOMETACTATUYHUM YPA)KEHHSM KICTOK, MICIIEBUM KOHTPOJIEM
cmina BBakatn Bukopuctanus [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 F)inra

VY pasi penuIvMBY 3aXBOPIOBAHHS, MICIIE PEIMJIMBY Ta 1HTEPBAJl MOTO MOSBHU €
OCHOBHHMMH MPOTHOCTUYHUMU (DAKTOpaMHU.

VY mami€eHTiB 13 BUIBHUM 1HTEPBaAIOM OLIbIIE 36 MICAIIB 1 pELIUIUBOM Y BUTISII
JIETEHEBUX METACTa31B PEKOMEHIYE€ThCSI XIPYpriyHe JIIKyBaHHS JIETEHEBUX METACTa3iB,
ne moxsnBo, 1/ado IIT na minmsuky jerens [IV, B]. ¥V iHmux curyamisix 3aBxau
PEKOMEHY€ThCSI PU3HAYECHHSI XIMI1OTepanii.

He icnye crannapty XT nikyBanus peuuauy CHO. Ihochamin y Bucokux gosax,
TOMOTEKaH Ta HukiIodocdamMil, ipUHOTEKAH 1 TEMO30JIOMiJ € aKTUBHUMU CXEMaMu
ximioTeparii y namienTiB 3 peuuausom CIO (111, B].

He icnye emunHoi mymku 110710 €(pEeKTUBHOCTI BHUCOKOAO30BOi  Teparii 3
M1ITPUMKOIO TEMOTIOETUYHUMHU CTOBOYPOBUMU KIIITUHAMHU Y TIAIIEHTIB 3 PEIIUAUBOM.

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

Peunausu CHO, un TO MiClieBl 44 3 BiAJaJIEHUMH MeTacTa3aMu, MaiKe 3aBKIU
MIPU3BOAATE IO CMEPTIi, X04a moAanbIi BiamoBial Ha XT € yacTUMH Ta MOTEHIIIHO
iHHUMHA. HailOuIbln MOCTIOBHUM MPOTHOCTHYHUM (AKTOPOM € Yac PEIHUIUBY
(61sbIIIE HIXK Yepe3 2 POKH MICHs MOYaTKOBOTO JiarHO3y HalKpaiiui pe3ynbrat)(69).
XT peunnusie CHO He € cTaHIapTU30BaHOIO Ta BKIIOYAE AJIKUIIOIOUl MpernapaTu
(uuxnodocdaminy Ta idochamin) y mnoeaHaHHi 3 1HTIOITOpamMu TOIOI30MEpasu
(eTomo3u/ Ta TONOTEKaH), IPUHOTEKAH 3 TEMO30JI0MIIOM, FeMIIUTA01H Ta JOLIETAKCE,
BUCOKH 1031 idocdaminy abo kapOoruiatus 3 etonozuaoM [IIIL,B] (70.71). ¥V Toit yac
sk pesynbratu gochimpkeHHs TEECur (International Randomised Controlled Trial of
Chemotherapy for the Treatment of Recurrent and Primary Refractory Ewing Sarcoma
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Reecur), nepmioro PKJI B 1iii cuTyaliii, npumycKaroTh, 110 TEMIUTA0IH 1 JOLIETAKCEN €
CJTa0IIUM PEKUMOM JTIKYBaHHS, TIPU IIHOMY TEMO30JIOMIJ TUTFOC IPMHOTEKAaH TaKOXK
NoCTynaeTbcss KOMOiHalli TomoTekaHy 3 IukiIodochaMiqoM Ta BUCOKHM J03aM
ibochaminy(72). Jani momo kabo3aHTiHIOY Ta peropadeHiOy JieTaJbHO OMHCaHI 3a
MMOCWJIAHHIMHA Supplementary Table S2, available
at https://doi.org/10.1016/j.annonc.2021.08.1995.(43)

JIns okpeMux TalieHTiB 3 Oe3pelUIUBHUM TEPioJOM > 2 POKIB, K1 JOCITIN
MOBHOI peMICii 32 TOMOMOTOIO JIKapChKUX 3ac00iB Ta/abo0 XipypriuHOTO BTPYUaHHS,
MO>KHA PO3TJITHYTH MOYKJIMBICTH KOHCOJIIAIIT 3 BUKOPUCTAHHIM BHUCOKOA030BOiI XT
[V, C].

Linee Guida per il Trattamento del Sarcoma di Ewing, 2010

CHOCTEPEXEHHA

Mertoro aucnancepHoro cnoctepexkeHHs ([1C) € HeraitHe BUSBIEHHS MICIIEBOTO
Ta/ab0 CHCTEMHOr0 3aXBOPIOBAHHS, OLIIHKA CTaHy Ta (DYHKI[IOHAJILHUX pPE3YJIbTaTIB
IIPOBEICHUX TEPANEBTUYHHUX MPOLEAYp Ta OLIHKA BIACTPOYEHUX €(PEKTIB JIKyBaHHS.
[ToTpiOHO 3aiydyaT NOAATKOBUX CIELIATICTIB 32 KOHKpeTHUX notped. JC nmamienTa 3
capkoMoto KOiHra 3aBxu nNoBUHHE NepeadayaTy KOHCYIbTallll OHKOJIOra Ta XIpypra.
KoHcynbraiisi jikaps 3 NPOMEHEBOI Teparii pPEeKOMEHIYEThCS TaIll€eHTaM, SKi
otpuMyroTh IIT.

Ximiorepamiss Ta IIT oOTsKkeHI mMI3HIMM HAcHiIKaMH, Ta MOTPEeOYIOTh
JOCIIIJIKEHHSI ~ CEpLIEBOCYJUMHHOI, = HHUPKOBOi,  JHMXaJbHOi,  PENPOIYKTUBHOI,
€HJOKPUHHOI CHUCTEM Ta OOMIHY pE€4YOBUH. Bimomuil pu3MK BTOPHUHHOIO paky, sK
COJIIIHMX HOBOYTBOPEHb TaK 1 IeMarTojoriyHux. EJEeMEeHTH KOHTpOIIO 3a LHUMHU
pU3MKaMHU TOBMHHI OyTHM YAaCTHMHOK CIOCTEPEXKEHHS 3a NalleHTaMU XBOPUMH Ha
capkoMy FOinra. He npoBoaunocst ®&oJHUX JOCIIPKEHb 110J10 BIUIMBY Ha BH)KMBAHHS
BUKOPHUCTaHHA peHTrenorpadii rpyanoi kiaitku y nopiBusiaHi 3 KT rpyaHoi kmitku 6e3
KOHTpAcCTYy, ajie, oueBuaHa Oinbina uytnuBicTh KT, mopiBHsIHO 3 peHTreHorpadicto, y
BUSIBJICHHI JIeTeHEeBUX BY3miB. Tomy 3acrocyBanHs KT pexkoMeHayeTbes mpH
cnoctepeskeHHi capkomu HOinra. KT rpyaHoi kiIiTkd, 3a3BUYaid, ciij pooutu 0e3
koHTpacTy. KT mociimkeHHs 3 KOHTPACTOM CIiJi MPOBOAUTH Yy BUNAAKY MiJO3pHU Ha
METacTa3u y CEPEAOCTIHHS.

MicueBuil peuuauB y BUNAIKY cKeleTHO1 capkomu KOiHra, MOo>kHa OLIHUTH 32
nonomoroto PI' nocnimxenns, ko He 3a3HaveHo iHme. Y Bunaaxky [THEII nokazano
nposenenns Y3]] ta/abo MPT.

Bucokuii pusuk ckenetHux Mmeracta3iB npu CHO oOrpyHTOBye MpoOBEACHHS
ckeneTHOi cumHTATpadii MpU crocTepekeHHl. BrpomoBxk mepmmx TPrOX POKIB ii
JIOLIIBHO MPOBOJIUTH HIOPIYHO, @ 3TOAOM IMICIsA LBOrO TEPMIHY - Yy pa3i KIIHIYHOT
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noTpebu. CxeneTHy ciUHTUTPaAdIIO CIT1/1 3aBXKIU MPOBOIUTH Y BUTIAIKY TT03aKICTKOBUX
Ta MICIICBUX PEIU/IUBIB.

Poms IIET ta MPT Bcbhoro Ttima y cnocrepexkenHi mnarmienra i3 CHO
TocIipKyeTbest. LikoM MOXIIMBO, IO 116 MOXKE JaTH JI0JATKOBY 1H(opMaIlito 1moa0
MAIiEHTIB, sIKi OTpuMyIOTh BukItouHo [1T. Hemae mokasanb o 3actocyBanus KT a6o
V3]l 4epeBHOT TOPOKHUHU y CIIOCTEPEKEHHI TAIliEHTa 3 JIOKATI30BaHOIO CaPKOMOIO
FOfHra, sIKIIIo He Mae€ 1HIIOTO KIIHIYHOIO MOKa3aHHI.

Mu pexoMeHIyeEMO MOKBapTAIbHE 00CTEKEHHS MPOTITOM TIEPIIOTO POKY MiCTs
NPUIUHEHHS Teparii, IOKBAPTAILHO Ha APYTHIl Ta TPETiH piK. 3roJI0M 4acTOTa MOXKE
CTaHOBUTH | pa3 Ha mICcTh MicsMiB, a KT-CKpuHIHT rpyHOT KIITKH MOKHA 3aMIHUTH/
yepemyBatu 3 PI'. [IpoTokonm mocaimKkeHHst MOKYTh BUMAaraTi 4acy Ta iHITUX METO/IIB.

[NTamienTiB cinig iHGOPMYBATH 1010 MOKIMBOCTI MI3HHOTO peuuuBYy (moxHas 10
POKIB) Ta MIi3HIX HACHIAKIB JiKyBaHHs. HeoOXiHO 3ampornoHyBaTH Malli€HTY
MO>KJIMBICTh MPOJOBKEHHS CIOCTEpeKeHHsT HaBiTh mmicist 10 pokiB. PimeHHs 100
MPUIMHEHHS CrIOCTepeKeHHs miciisg 10-ro poKy MOBUHHO OyTH CIIIIBHUM.
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