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NEPEJIMOBA MYJbTUJAUCHUILIIHAPHOI POBOYOI I'PYIIN.

Jlana xminiyHa HactaHoBa (KH) pospobnena BiamoBigHO 10 MeTOauku po3poOKH Ta
BIPOBA/PKCHHS MEIUYHMX CTaHIApTiB MEAMYHOI JOIMOMOTH Ha 3acajax J0Ka30BOI MEIHIIMHH,
3arBepkeHoi HakazoM MO3 Ykpainu Big 28.09.2012 Ne 751 «IIpo cTBOpeHHS Ta BOPOBAHKEHHS
MEJIMKO-TEXHOJIOTTYHUX JOKYMEHTIB 31 CTaHAapTU3allli MEJAUYHOi JIOMOMOTH B CHCTEMI
MiHicTepcTBa OXOPOHH 30POB’sl YKpaiHW», 3apeecTpOBaHUM B MIHICTEpCTBI FOCTHIIT YKpaiHU
29.11.2012 3a Ne 2001/22313 (31 3minamu). KH amantoBaHa yisi CUCTEMU OXOPOHH 3/I0POB’S
VYkpainu Ta po3po0iieHa Ha OCHOB1 HOBOI peAaKiii KJiHIYHOI HacTaHOBU Bone sarcomas: ESMO-
EURACAN-GENTURIS-ERN PaedCan Clinical Practice Guideline for diagnosis, treatment
and follow-up, 2021. Oxpemi po3aUIA TOMOBHEHI PEKOMEH IalIsIMU METO/I0JIOTIYHOTO MOCIOHHUKA
Linee guida siot la diagnosi ed il trattamento del hondrosarcoma, 2011 HamioranbHOI cCHCTEMU
KJIIHIYHUX HacTaHOB ITamii (www.snlg.it)

Pexomenpariii kBamidikyroTbcs Ha piBHI JokazoBocTi (I — V), cuna pexomenaanii (Big A 10
E). Opnak, y 1mpoMy JOKYMEHTI uepe3 CKJIQJHICTh ab00 HEMOXJIUBICTh TMPOBEIACHHS
PaHIOMI30BaHUX KOHTPOJILOBAHUX JOCIIKEHb, JOMOMIXHA JiTepaTypa MOBHICTIO CTBOpPEHA 3
PETPOCIIEKTUBHMX JIOCIIKCHD «BUTIAJ0K-KOHTPOJIBY Ta 0OCEpBaIlifHUX JOCIIIKEHB, 30KpeMa 3i
CIelliali30BaHUX YCTAHOB SIKI CHCTEMAaTHYHO JOKYMEHTYIOTh Ta apXiBYIOTh BHUITQJKH JIIKyBaHHS.
Ieit qokymeHT OyB HaIlpaBJICHU Ha PO3TJISA]] €KCIIEPTHOI IPYNH Ha HalliloHaTsHOMY piBHI (ITamis),
11100 OLIHUTH SKICTh, KJIIHIYHE 3HAYEHHS Ta 3aCTOCOBHICTh PEKOMEH Iallii. 30BHIIIHI ayJUTOPH €
npeAcTaBHUKaMU HarioHanbHUX pedepeHTHUX IIEHTPIB JIarHOCTUKH Ta JIKYyBaHHS IyXJIUH
KICTKOBO-M’5130BO1 CHCTEMH, 1 € (haxiBIIMU B METOA0JIOT11 KiIiHIuHUX AociimkeHb GLOBE.

Jlana KH H©He mnoBHMHHAa pO3IIHIOBAaTUCh SK CTaHAAPT MEAUYHOTO JIiKyBaHHS. lle
pexoMeHAaliifHMIA TOKYMEHT, 10 0a3yeThCs Ha y3araJlbHEHOMY CTpaTeridHoMy OadeHHI MO0
Cy4acHOT'0 PO3BUTKY Taiy3l 3 OpraHizallii MEIMYHOI JOMIOMOTH IPH NMEPBUHHUX HOBOYTBPEHHSIX
KICTOK OKpiM ocTeocapkoMu Ta capkomu FOiara. KH npusHadena mis mpakTHKYHOYHX JiKapiB, SKi
HAJAI0Th MEIMYHY JIOTIOMOTY, HAYKOBIIIB, OPTaHi3aTOPIB OXOPOHHU 3/I0POB’ s, IHIIIHMX 3aIlIKaBICHUX
y TiJBUIIEHHI SIKOCTI MEIUYHOT JJOTTOMOTH.



PIBHI IOKA3OBOCTI TA OIIHKA PEKOMEH AN

PiBHi noka3iB

II

II1

v

V.

Jloka3u TpUHANMHI OJHOTO BEIUKOTO PaHIOMI30BAHOTO KOHTPOJIHOBAHOTO
JOCII/DKEHHST 3  XOPOIIOK  METOJOJIOTIYHOI  SKICTIO (HU3BKUM  TOTEHIlIA
yIepeKeHOCTl) abo MeTaaHaizy JoOpe MPOBEACHUX PAHIOMI30BAaHUX JOCITIIKECHB
0e3 HeOAHOP1THOCTI

Heenuki pangomizoBaHi TOCHIKEHHS ab0 BEJIWKI PaHIOMI30BaHI JOCIHIKEHHS 3
M1J03POI0 Ha YNEPEeIKEHICTh (HMK4Ya METOAOJOrYHA AKICTh) a00 MeTaaHalli3 TaKhX
JOCTIIKEeHb a00 TOCIIKEHb 3 TPOJEMOHCTPOBAHOIO HEOTHOPITHICTIO

[TepcriekTUBHI KOTOPTH1 JOCIIIKEHHS

PerpocniekTuBHI KOTOPTHI AOCTIHKEHHS 200 JOCHTIHKEHHS “KEeHC -KOHTPOJIb

JocnimkeHHs 6e3 KOHTPOJIBHOI IPYIH, 3BITH PO BUNAAKH, TyMKH €KCIIEPTiB

Pexomenpaniiiai ominku

HamonernuBo pekoMeHIyI0ThCsl Baromi I0ka3u e(HEKTUBHOCTI 3 ICTOTHOO KIITHIYHOIO
KOPHUCTIO

3aranoM peKOMEHAYIOThCSl CHIIbHI a00 TIOMipHI J0Ka3u e(EeKTHBHOCTi, ane 3
00MEKEHOIO KIIIHIYHOIO KOPHUCTIO

HenmocTaTHi 1oka3u e(heKTUBHOCTI UM KOPHCTI HE MEpEeBaKAIOTh PU3HK a00 HEJOIKH
(HecTIpuATIANBI MO/i{, BUTPATH. .. ), HEOOOB’ I3KOBO

[Tomipai nokazu epeKTUBHOCTI ab0 HECHPUATIUBOTO Pe3yJbTaTy, SK MPaBHIO, HE
PEKOMEHAYIOThCS



[lepexonnuBi 0Ka3u €()EKTUBHOCTI a00 HECTIPUSATIMBOrO pe3yibTaTy HIKOIM HE
PEKOMEHAYIOThCS

3ATAJIBHI HOJIOKEHHSA
3axBOpOBAHHICTH Ta emigeMioJiorist

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

XoHapocapkoMa € HaWyacTIIO CAapKOMOK y  JOpociioMy  Bimi  ("acrora:
~0,2/100 000/pik), 13 cepeHIM BIKOM Ha MOMEHT BCTaHOBJICHHS AiarHo3y Bix 30 g0 60 pokiB 1 6e3
nepeBakanust crati  [1]. enudepenmiiioBana xonapocapkoma (JAXC), Me3eHxiMmaiabHa
xonzpocapkoma (MXC) 1 CBITJIOKIITHHHA XOHAPOCAPKOMA € HAJ3BUYANHO PIAKICHUMH IiITUTIAMH
xoHzapocapkomu 3 dyactoror <0,1/100 000/pik. Ilo3ackenmeTHa MIKCOiHA XOHJIpPOCapKoMa,
CIOYATKy BBaXkayjacs XpALIOBOIO HEOIUIa3MOI0, HE JEMOHCTpye Iu(EpeHIIOBaHHS Xpsia 1
KIacuikyeTbcs SK ME3eHXIMallbHa TyXJWHAa HeBU3HaueHoi audepenmiaii. Ile oxorieHo
KJIHIYHUMH HACTAaHOBAMHU IIOJI0 CAPKOM M’SIKMX TKaHMH €BPOIEWCHKOI0 TOBAPUCTBA MEIUYHOT
OHKOJIOTii — €BpOMENChKOi TOBIIKOBOI Mepeki JJis PIAKICHUX COJIJHUX HOBOOYTBOPEHb —
€BpOIEUCHKOI JTOBIIKOBOI Mepexi AJid CHUHAPOMIB pPHU3UMKY TeHeTmuHux myxauH (ESMO-
EURACAN-GENTURIS) [9].

3BUYAliHI XOPAOMH 3yCTPIUalOThCS HABITH PiAlIe, HIX 1HII TUMW KICTKOBUX IMyXJIWH, 3
gactotoro npudim3Ho 0,08/100 000/pik 1 cepeaHiM BIKOM Ha MOMEHT BCTAHOBIICHHSI JiarHo3y 60
pokiB. CrocTepiraeTbcsi He3HayHe TepeBakaHHSA  4YoJoBiKiB. JlenudepenmiiioBani Ta
MasonudepeHiiioBaHi XOpJIOMHU € HaJA3BHYAWHO piakicHUMU miaTunamu [1,10].

liranTokaitunna nyxjuHa kicrku (I'’KII) € nokanpHO arpecMBHOIO, PIAKO METacTas3ye i
CTaHOBUTH 5% MEePBUHHUX MYyXJIMH KICTKH 3 yacToToro ~1/1 000 000/pik [1].

I'KII pigko meTacTasye i 3a3BMuaii Bpa)ka€ KiHIN JIOBTUX KICTOK, aje¢ TaKOXK BHHUKAE B
OCbOBOMY CKEJIET1, 0COOIMBO 3 KPHKIB 200 TLI1 XpeOIliB.

Beperenonoaioni/miueomopgHi capkoMu KiCTKH BHCOKOr0 ctynens 3Joskicaocti (IIC)
€ TETepOTeHHOI0 TPYIOI TMEPBUHHMUX 3JIOSKICHUX IYyXJWH KICTOK, $IKI HE BIANOBIJAIOTH
TICTOJIOTIYHUM KpPUTEPISIM  OCTEOCApPKOMH, XOHApocapkomu abo capkomu FOinra [11].
HenudepenmiitoBani mieoMopdHi capkoMu KiCTKH € JIarHO30M BUKIIOYEHHS, OCKUTLKH BOHU HE
MaroTh imeHTu(dikoBaHoi IiHIi gudepeHiitoBanHs. HeoOXiqHO MPOBECTH EKCHEPTHHUM OIS
MaToJIorii, MO0 BUKIIOUXTH 1HII PIIKICHI BUINE3TaaH] TUITH CAPKOM.



JliarnocTuka

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

3aranbHa JIarHOCTUYHA CTPATeTis AJIs BCIX KICTKOBUX MyXJIMHHUX YPaXEHHIX MMOKa3aHa Ha
pucyHky 1. HasBHICTH CTIMKOro 1 4acTO HPOTPECYIOUOr0 HEMEXaHIYHOro OOJII0 B KICTKAaX,
NepeBakHO B HIYHUI yac, Ma€ CIIOHYKAaTH IO pEHTT€HOJIOT4HO1 oliHKM. Halpsk 1 pyHKIIOHAIBHI
MOPYIICHHSI MOKYTh OyTH MPUCYTHIMH, SKIO MyXJIMHA MOMHAPHIACH Yepe3 KOPTUKAIBLHUN map i
pO3TATHYJIA OKICTSA, ajieé 4acTo Iie Mmi3Himi o3Haku. [ludepeHmianbHl AlarHO3M BKJIIOYAIOTh
OCTEOMIENIT, TOOPOAKICHI MYXJIMHU Ta METACTa3U B KICTKU, BCI 3 SIKUX MEPEBUIIYIOTh KUIbKICTh
MEPBUHHUX capkoM. JliarHo3 MoO’ke 3ajie’kaTd Bij BiKy Malli€eHTa. Y MaIli€eHTIB MOJOJIIE 5 POKiB
JECTPYKTUBHE YPa)KeHHS KICTOK MOXKe OyTH 1HTEpIPETOBAHO MEpPEBaKHO ab0 K MeTacTaTu4yHa
HelpoOiactoma, abo sIK TiCTIONUTO3 13 KIiTUH Jlanrepranca. J{ns maii€HTIB BIKOM =5 pOKiB
WMOBIPHICTh MEPBUHHOI capkoMu € BUlot0. [Ticis 40 pokiB HailyacTile 11arHOCTYIOTh METacTa3u
B KICTKH Ta MIEJIOMY.

bioncito 3a migo3pu Ha nepBuHHY nyxiuHy Kictku (IIIIK) moBuHHa mpoBoguTH a6o
xipypriuHa Opurana, sika OyJe MpPOBOAUTH OCTATOYHY pPE3EKLII0 MyXJWHHU, abo creriaibHul
IHTEpBEHIIMHUI panionor micast oOroBopeHHs 3 Xipyprom [12]. [Ins Tux mnaiieHTtiB, 4uid
MaTOJIOTTYHUH J11arH03 OyB OTpUMaHUM 3a MekaMu peepeHTHOI Mepexi, MaToJ0roaHaTOMIYHUN
orisig y peepeHTHOMY IIEHTpl CapKOMH € OOOB’S3KOBUM. Y OLIBIIOCTI MAIiEHTIB Oiormcis
CTPW)KHEBOIO (TOBCTOIO) TOJIKOIO, 3pOOJIeHa TiJ KOHTPOJEM Bi3yaiisaiii, € BiJANOBITHOIO
aTbTEPHATUBOIO BIAKPUTIN Olomcii. 3a0pyHEHHS HABKOJHWIIHIX TKAaHWH Mae OyTH 3BEIEHO 10
MIHIMYMY, 1 3aBXau Mae OyTm 3abe3medeHo JOoCTaTHIM Oaratopa3oBuil Bijbip 3pa3KiB
pENPE3eHTaTUBHUX JUITHOK. 3a MOTPEOHM CIiJl MPOBECTH BIAKPUTY OIOMCI0 3a JOMOMOTOIO
MO37I0BKHBOTO po3pi3y. IIpu arpecuBuux i 3m0skicauX 1K GiomnciiiHuii TpakT 1 KaHAIH, Yepe3 sAKi
PO3MIIIEHO JpeHa)x, MTOBHHHI BBAXKATUCS MOTEHIIHHO 3a0pyIHEHUMH, a 3T0JIOM iX CJi/1 BUIAIUTH
pazoM i3 pe3eKI[IHHUM 3pa3KoM, 00 3BECTH 10 MIHIMYMY PH3HK JOKajdbHOTO peuuauBy (JIP).
Tomy OilomciiiHi TUISXW TIOBUHHI OyTH YITKO IIO3HAYEHi, MO0 TapaHTyBaTH, IO MicCIle
po3TairyBaHHs OyJji0 po3Mi3HaHE MijJ Yyac OCTATOYHOI MpoIeaypH. Y pasi ypakeHHs XpeOTa ciif
YHUKATH JaMIHEKTOMIl abo JekoMIipecii, 32 BUHATKOM BHUIIAJIKIB, KOJIM 1€ HEOOX1THO IS 3HATTS
KOMITpecii CIIMHHOTO MO3KY, a B3STTS 3pa3KiB TKAHWHH HEOOXITHO TMPOBOJIUTH MPHU OyIb-sAKii
migo3pi Ha IIK. [icronoriudi 3pa3ku MOBHHHI OYTH 1HTEPIPETOBaHI JOCBIIYCHUM ITaTOJIOTOM
KICTKOBHX MYXJIHH Yy CIIBIIpaIli 3 PEHTICHOJOIOM Ta OOTOBOPEHI B MYJIbTHIUCIUILIIHAPHINA
komaui (M/IK).

31 30UTBIIEHHSIM MOKJIMBOCTEH TOYHOI MOJIEKYJISIPHOI JIarHOCTHKHU 3pPa3KU CIiJ] IIBUIKO
HaJaBaTH JUIS MaTojioroaHaToMivyHoi omiHKK [13]. 36ip cBikoi MIBHAKO 3aMOpPOXKEHOI TKAaHWHU
320X0YY€ThHCS, MO0 MOAO0TIATH MOMIKOKSHHS HYKJICTHOBUX KUCIIOT Y pe3yNbTaTi JeKanbIudikaiii
Ta 3a0€3MEeYNTH MOAAIIBIY MOJICKYJISIPHY OIIHKY.

XapakTep KICTKOBOTO 3pa3Ka, OTPUMAHOTO Ui 3BITY MPO MATOJOTi0, MOBUHEH OyTH
3aikcoBanuit (TOOTO TONKOBa OI1OMCist, KOpeTak a0o BHUCIYEHHS). 3a3BH4yail HEoOXiIHO
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JeKanblIMHYyBaTH Oloncito myxiauHu KicTku. EJITA € kpamum nepe; MeTojaMu Ha OCHOB1 KUCJIOTH;
B OCTaHHHOMY BHIMAJKy B3SITTS 3Pa3KiB 3aMOPOXKEHOT TKAHWHU € BAXKJIUBUM ISl MOJICKYJISIPHOI
JTIarHOCTHKW. THUM MyXJIWHU Ma€ OyTH JIarHOCTOBaHWM BIAMOBIAHO JO OCTaHHBOI Bepcii
KJacudikaiii myxJIMH M’ IKMX TKaHUH 1 KICTOK BcecBiTHBOT opranizaiiii oxoponu 310poB’ st (BOO3)
(2020) [4]. BaxmmBo 3a3zHauuTd, 1mo g [IK ricTioTMn BU3HAYae€TbCs pa3oM 31 CTyNEHEM
3JI0SIKICHOCT1, 32 HEBEJIMKOI KIIBKICTIO BUHATKIB [4]. Pe3ynbraTé JOMOMDKHUX JOCIHIIKEHb
(HampuKIad, IMyHOTICTOXIMisI a00 MOJEKYJISIpHI OLIHKH) MOBUHHI OyTH MOCIHIKEHI, KOJH 1€
HeoOx1aHo. [Ipuknaau BKII0YaloTh BUSBIECHHS TPAHCIOKALl B KPYTJIOKIITUHHIN capkomi Ta MXC,
myTartii 1i3omutpataeriaporenasu (IDH1 ta IDH2) y 3Buyaiiniii XxoHapOcapkoMi Ta aMIuTidiKaIiio
MDM?2 npu napocTaibHiil Ta IHTpaMeAyIsIpHIM OCTEOCAPKOMI HU3BKOTO CTYIEHS 37I0SIKICHOCTI.
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[1ix yac pe3ekuii NEpBUHHOI MyXJIMHU JJIs1 XIPYPriYHUX 3pa3KiB CIIJl pEECTPYBATU PO3MIP
MyXJUHU B PE3€KOBaHIM KICTHl (IpUHAMMHI MakKCUMalbHUU JlaMeTp, ajieé Kpalle TPUBUMIPHE
BUMIPIOBaHHS, B MM). ¥ 3BITI [IPO MATOJIOTIIO CJiJl ONUCYBATH CTYIiHb JIOKAJILHOTO MOUIUPEHHS
MyXJIMHYU, BKIIOYAIOYH YPaKeHHS CleUU(PIUHUX aHATOMIYHUX BIJJAUIIB M SKUX TKaHHUH 1 KICTOK.
Cnin 3adikcyBatu, yn € kpai pesekiii yuctuMm (R0), mikpockomiyno 3abpyaHenum (R1), um
MaKpOCKoMiuHO 3a0pyaHeHuM (R2). V pa3i HeraTUBHUX KpaiB CiJ BUMIPATU BIACTaHb (Y MM)
MyXJIMHY B1J HAMOIMXKYOro Kparo pe3eKiii, a TaKoX BIACTaHb 10 HAUOIMKYOr0 KParo OCTEOTOMI.
[loBHUI, penpe3eHTaTUBHUN 3pi3 NyXJIUHH, SIK TMpaBUio, uyepe3 ii HalOUIpIIMIl BUMIp IO
MO3/IOBXHINA OC1 BIAMOBIHO /10 PEHTTEHOJIOTTYHUX 300pa’KeHb, TOBUHEH OYTH 3aKJIaJCHHUU I
MIKpOCKoOMii y BUIIIsiAL ciTKU. Lle ocoOnuBo akTyanbHO micis Heoa toBaHTHOI Ximiotepanii (XT)
JUTSL OLIIHKH BIJITOBI/].

Komenmap pooouoi zpynu:

OcHOBHUM Kpumepiem 8CMAHOBIEHHs O0IdeHO3Y NAYIEHMY € 2ICMON02TYHE 0OCMEeNCeHHs
iHhopmamusHoeo Oionciiino2o mamepiany y pegepeHmuux 1abopamopisnx, aKi cneyianizyiomscs
Ha capkomax. Jlikap-namanoecoanamom, KU NPOBOOUMb MOpEhoociuHe  OO0CIONHCEHHS.
mamepiany, HnOBUHeH Mamu OO0CMAmMHil 00C8i0 8 2any3i NYXAuH KICMOK ma 8i0no6ioHe
mamepianvHo-mexuiune o6aaouanus. B Vkpaini icnye auwe Oexinoka aabopamopi, sKi
8I0N0BI0aAOMb OAHHUM BUMO2AM.

Pexomenoauyii

* [TouaTkoBe oOcTexxeHHs 3a migo3pu Ha III1K noBuHHO nmpoBoaUTHCS B pedepeHCc-1IeHTpl
CapKoOM 1 TOBMHHO BKJIIOYATH ICTOPII0 XBOpOOW, (hi3uKalibHE OOCTEKEHHs, PEHTTCHOJIOTIUHE
nJociimkeHHs Ta oionciro [IV, B].

* [laronoroanaToMiuHMii JiarHO3 Mae€ OYTH IMOCTAaBJICHHM EKCIEPTOM-TIATOJIOTOM SIKUH
3aiiMaEeThCS TMATOJIOTIE0 KICTOK BiAmoBigHO a0 kKiacudikamii BOO3 2020 poky, i, SKIO 1€
HEOOX1THO, Ma€ MIAKPITIIIOBATUCS JOTIOMIKHUMU JociiKkeHHsmu [V, Al.

» Jlna micasonepamifiHuX 3pa3KiB CiJ OMUCATH PO3MIp MyXJHWHH Ta MICIEBHH CTYyMiHb
MIOIITUPEHHS, MICIIe pO3TalllyBaHHS, CTaH XIPyPridyHUX KpaiB Ta BiJICOTOK MATOJIOTTYHOI BiAMOBiAI
Ha niepenonepamniiiay XT [V, B].

CraniroBanHsi Ta pakTOpH PU3UKY

BukopucToByeThcsl Kibka cUCTeM cTajiiiHoro Bu3HaueHHs KC, mpu mipomy 00’ eqHyr04a
cuctemMa He mpuitHsATa sk crtamapT. [18,19,20]. IlyxnuHHe HaBaHTaXeHHS® 1 HASBHICTh
MeTacTa3iB, SKi MOXHa BHUSBHTH, € JIBOMa OCHOBHMMH (aKkTopamu, sKi BPaXOBYIOTHCS IpHU
KIJIIHIYHIHN CTaJii X 3aXBOPIOBaHb. [[71s1 OIIHKY CTyIIESHS BiJUTAJICHOI'0 METacTa3yBaHHS HEOOX1THO
MPOBECTHU 3arajibHe JTOCHIDKEHHS, BKIIOYAIYHM CIIUHTUTPadito KicTok 1 cremianpHy KT rpyaHOl
kiitkn. MPT Bcworo Tina ta [18F]2-drop-2-ne3okcu-d-riokosza (FDG)-mo3urponHo-emiciiina
tomorpadis (ITET-KT a6o IIET-MPT Bce dacriiie BUKOPUCTOBYIOTHCS JIJII BU3HAYCHHS CTaIii
METacTa3iB y KICTKy Ta KICTKOBHM MO30K (BKIO4aroum skip-meractasu). 3 Mio3piaux MicCIb
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MOHa B3SITH JJOJIATKOBY O10TCII0 BIMOBITHO J0 Bi3yasizaiii.

Hemae cneundiunnx nadoparopuux tectiB ais aiarHoctuku IIIIK (oxpim octeocapkomu
JUIA SIKOT XapaKTepHO NIABUIICHHUN piBeHb JIy)kKHOI Qocdarasu 1 JakTaTAerigporeHasu).
[IporHocTuyHi 03HaKM 0a3ylOThCS Ha KJIIHIYHOMY MepeOiry; MaToJOrIYHUNA MEeperIoM MOXkKe
MPU3BECTU JI0 TOLIMPEHHS MyXJIMHHUX KIITHH B HABKOJMWIIHI TKaHWHU 1 30UIBIIUTH PHU3UK
pELUANBY.

*Komenmap pooouoi cpynu: [li0 nyximuHHUM  HABAHMANCEHHAM  PO3YMIIOMb
PO3NOBCI00NHCEHHA NYXJIUHU MA CMYNIHb 310AKICHOCMI NYXJIUHU.

Pexomenoauyii

» JInst OWiHKM CTyIEHs BIJJAJICHOTO0 METacTa3yBaHHsS CI1J] MPOBOJUTH 3arajbHy OI[IHKY
3axBoproBaHHs, BKmodatoun KT rpyaHoi kiitku, cuunturpadiro kicrok ta/ado IIET-MPT Ta/abo
IIET-KT, axmo € kniniuni mokasanus [II1, B].

Komenmap pooouoi zpynu:

V' eimuuznaniii onxonociunii npakmuyi SUKOPUCMOBYIOMb NONEPEOHIO MINHCHAPOOHY
kaacugirxayiro TNM 6" edition (6-20 nepeansioy) (ous. Tabnuys 1).

Taénuya 1. Miscnapoona TNM xnacughikayis nep8uHHUX 310KICHUX NYXAUH KICMOK 6-20
nepeausaoy

Cmaoin Tumor (T) Limph Node (N) | Metastases (M) | Grade (G)

IA TI NO MO GI abo G2
IB 172 NO MO GI abo G2
1IA TI NO MO G3 abo G4
1IB 172 NO MO G3 abo G4
I 13 NO MO byos sixke G
V4 byow saxe T NO MI byow axe G

IDicepeno: .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
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XOHAPOCAPKOMA

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

HaiinommpeHnimmmmy nepBUHHUMHU JUISTHKAMU € JTOBT'1 KICTKH, 0COOJIMBO HUKHSI KIHI[IBKA, a
moTiM Ta3 1 pedpa [1,73].

binbmrictes 3BuuaitHux (ximacuunux) xoujapocapkoMm (XC) € JOKanbHO arpeCUBHUMU
HU3BKOTO CTYNEHS 3JIOSKICHOCTi, HEMETacTa3ylounMH NyXJIMHAMHU (aTUIOBAa  XPAIIOBa
nyxauHa/xoHapocapkoma GI), Hixk XoHIpocapkoMa BUCOKOTo cteneHs 3nosikicHocTi (G2,3). Ha3a
aTHITOBA XPSIIIOBA MyXJIMHA B IAHUH Yac BUKOPUCTOBYETHCS /IS ITyXJIMH, 1[0 BUHUKAIOTh Y JOBIHX
1 TpyOyacTHMX KICTKax KIHIIIBOK, TOAl fK HYXJHMHHM OCbOBOrO cKejieTa (IJIOCKMX KICTKax,
BKJIIOYAIOYHM Ta3, JIONMATKy Ta OCHOBY dYepemna) i Ha3uBaTH XoHApocapkomoro | ctymens [4].
binprricTe 3BHYAWHMX XOHAPOCAPKOM SIK HU3BKOTO TaK i BHUCOKOTO CTYIEHS 3JI0SKICHOCTI €
MIEPBUHHUMHU 1 OEpyTh NMOYATOK Y MO3KOBIM YacTUHI KicTKH (1leHTpajbHa XC), X0ua yacTKa MOXKe
BUHHUKATH BTOPUHHO BCEPEIMHI €eHXOHIPOMH (BTOpUHHA IIeHTpajbHa XC) a00 Ha MOBEPXHI KICTKU
B1Jl KOBIAayKa B)Ke ICHYIOYOi ocTeoxoHapoma (BTopuHHa nepudepuyna XC). binpuiicte XC €
MOOJMHOKUMH (CONITApHUMHM), aje BOHH MOXXYTh BHHHMKATH Yy BUTJISAI MHOKUHHHX YpaXXeHb Y
HAI[iEHTIB 13 CHHIPOMOM MHOKHHHUX OCTEOXOHJPOM Ta €HXOHAPOMATO30M (€K30CTO3HA XBOPOOa
ta xBopoba Oun'e). Pinko (y 2% BunaakiB) XC Moke BUHUKHYTH 3 OKICTS HAa MOBEPXHI KICTKH
(nepioctanbra XC). 3BHYaliHI XOHIPOCAPKOMHU 1HOJMI MOXYTh JeAW(EpPEHIIIOBATUCS B IYyXKe
arpecUBHY CapKOMY BHCOKOT'O CTYIIEHS 3 TOraHKUM MPOTrHO30M; TaK 3BaHi neaudepenuiioBani XC
[4]. Bimem piakicHi miarunu XC BKIOYAOTh ME3CHXIMAIBHY 1 CBITIOKTITUHHY XC [4,74].

Hiarno3z XC 6a3yeTbcsi Ha MopdooriyHoMy ociipkenHi. [Ipubmmuzno 50% nentTpanbHUX
XC necytp myTanii IDH1 a6o IDH2; ogHak MonekyIspHUN aHaATI3 HE MOTPiOeH pyTHHHO [75]
MXC Bim3Hava€eThCs HasABHICTIO BUCOKOcTenudianoro 3mutTs reHiB Mixk HEY1 1 NCOA2.[76]

Oc00.1MBOCTI KJIIHIYHOT 0 Mepediry Ta JIarHOCTUKH BAPIaHTIB XOHAPOCAPKOMH
Linee guida siot la diagnosi ed il trattamento del hondrosarcoma, 2011.

XonapocapkoMma (XC) € 3105KICHOI MyXJIUHOK ME3EHXIMAIbHOTO MOXOKEHHS, KIIITUHU
SIKOT BUPOOJIAIOTH XOHIPOITHUI MaTPUKC 0€3 OCTEOiTy.

Knacudikariss XC BriIro4ae HaCTyMHI Pi3HOBHIU:

* [ICHTPAJIbHA;

* nnepudepuyHa;

* repiocTanbHa;

* CBITJIOKJIITUHHA;

* ME3eHXIMaJIbHA;

* neaudepeHiifioBana.
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HeHTpaJIBHa XOHApOoCcaproMa

HenTpanpaa XC Oepe movyaTok B IHTpaMEAYJISIPHIA TIISHII KICTKH 1 MOXke OyTH BU3HAYEeHA
K nepBUHHA abo BTopuHHA. [lepBuHHa nenrpasibHa XC BHHUKAa€ B OJHOMY CETMEHTI paHillie
3I0pOBOI1 KICTKM. BTOpHMHHA - BHHHKAa€ Ha MICIl YX€ ICHYIOUOIro JOOPOSIKICHOTO ypa)K€HHS
XPAILIOBOr0 reHesy (eHxonapoma; xsopoda Ounbe; cunapom Maddyyui).

3a 3aXBOpPIOBAHICTIO y JOPOCIOr0 HACEJICHHs 3aliMae Jpyre Micle cepej MEepBHUHHHMX
37I0SIKICHUX HOBOYTBOPEHb KICTOK MICJII OCTEOCAPKOMH, BiJJa€ MepeBary 4oJoBidii cTarti 1 €
TUIIOBOIO JIJIsl MOXWJIOTO BiKY. Pijiiie BUHUMKAE y JNIOACH A0 TPUAISATU POKIB, 1 BKpal PiaKoO - 10
CTaTeBOro0 JO3piBaHHs. 3a JoKali3ali€lo B OUIBIIOCTI BUIAJKIB Bpakae Ta30BHM MOsIC
(mpoxcUMaIbHUM B CTETHOBOI KICTKH 1 Ta30B1 KICTKHM), a TAKOXK MJIEHOBUH (IPOKCUMANIbHUMN
BI/IJILT TJICYOBOI KICTKH 1 JionaTka). Jlani iae qucTaabHUM BiJJIUT CTETHA 1 MPOKCUMAIBHUM BIILT
BEJIMKOTOMIJIKOBOT KICTKH. BKpail piiko BUHMKA€E B KICTKax KUCTI 1 cromnu [1-5].

OCHOBHUM CHUMIITOMOM € Olj1b, SKMH HE BILIYXa€ B CIIOKOI 1 3arocTproeTbes BHOUL. XC, sK
MPABIJIO, TIOBUTHLHO 3pOCTa€. Y TBOPEHHS YaCTO CTA€ BIAYYTHUM 1 TPOSBISIETCS Yepe3 TPUBAJIHIA
9ac BiJ] TOSIBU CUMIITOMIB, OCOOJIMBO KiCTKaX 3 TJIMOOKHMM 3aJISITAHHSM B M'IKMX TKaHHHAX, TAKUX
SK Ta30BUH TOsiC. bolbOBa CHMITOMATHKAa TPAIUIIHHO BBAXKAETHCS BAKIUBUM (DAKTOPOM Yy
mudepeHIiiHIN JIarHOCTHII MK JOOPOSKICHUM YIIKOKEHHSAM Xpsiiia Ta XC HU3bKOTO CTYMEHS
37I0SIKICHOCTI, aJie IesIKi aBTOPU MOBIJOMJISIIOTH PO MOTaHy crenuiyHicTh 00JIOBOr0 CUMITOMY
IIPU  CIIOCTEPEXKEHHI OOJBbOBUX EHXOHJApOM 1 Oe3cumnromMHoro mnepedbiry XC 1 crymeHs
3JI0SKICHOCTI [6].

[HCTpyMEeHTaNbHI JTOCTIPKEHHST HEOOXITHO TOYMHATH 3 peHTreHorpadii BiIMOBIIHOTO
cermeHTa. PentreHorpadiuai o3HaKu ypa)KeHHs Xpsllla CKeJieTa MOKe BapiloBaTUCS BiJl KAPTHHH,
CXO0XO0i Ha JOOPOSKICHY €HXOHJIPOMY, A0 KapTUHU BUPAKEHOTO arpeCUBHOIO 1 JECTPYKTUBHOTO
XapakTepy, gKa MOXe IMPU3BECTH JI0 MATOJIOTTYHOI0 niepesioma. PeHTreHooriyHa KapTuHa TUIIOBa
st meHTpanbHoi XC 1€ ocTeomi3 3 KadbIU(IKAIEID THITY «IOMKOPH» Ta «KUIBIICBOIO»
ocudikalli€er, Mo XapakTEepPHO I BUCOKOTO Ta cepeanboro crymnens audepenmiarii. Jnsa XC 3
BHCOKHM CTYIICHEM 3JIOSKICHOCTI Taka KapTuHa HeperysipHa. ToOTo y OU1bIT arpecuBHUX (popmax
XC ypaxkeHHST MOKe OyTH CYTO OCTEOJITHYHUM 3 HE3HAYHOIO Kaibludikaimiero abo 0e3 Hel.
KopTukanpauii map moxe OyTH HEYHIKOJKEHUM a0 «po3’igaHMM» JIMIIE Ha €HI0CTEalbHIN
CTOpPOHI 1HTpaMeaysipHOTro KaHamy ((ecToHOMOmIOHMI Kpail) MPH HOBOYTBOPEHHSAX HU3BKOTO
CTYIICHS 3JI0SIKICHOCTI. AG0 OyTH MOTOBIIEHWMH, HaOpskiIuMu abo mepepBanuMu B paszi XC 3
BUCOKHM CTYIIEHEM 3JI0sKICHOCTI. [loBepXHS KOPTHUKAJIBHOTO IIapy MOXE MPOJEMOHCTPYBATU
HEpEeTryJIIpHY MEepPIOCTAIIbHY PEAKIIiI0 Ha XPOHIYHE MOApPa3HEHHs 3 00Ky HOBOYTBOPEHHX TKaHUH.

Kowmm’rorepra Tomorpadist (KT) mo3Bos1s€ OIIHUTH 3 OLIBIIIOK TOYHICTIO MOSBY KOPKOBUX
3MiH, iX B3a€MO3B 30K 3 HOBOYTBOPEHOIO XPSIIOBOIO TKAHHMHOIO 1 MOKIIMBOIO €PO3i€I0 €HI0CTa
(pecton). KT abGcomorHO HeoOximHa Ansi OIIHKK Kanbludikaiii 1 aTMmoBux ocudikaiiii npu
MyXJIMHAX XpsoBoi npupoau [1-3,6, 7].

Ha marnitHope3zonancHii Tomorpodii (MPT) myXnuHHI XpsI10Bi Mac TOKa3ylOTh HU3bKUN
curHan y pexxumax T1 i BUCOKHI curHan y peskumax T2, a ninsHku Kanbiiu@ikaiii Ta OKOCTCHIHHS
MarTh HU3bKHK curHai sk B T1, Tak i B T2. MPT mae BakimBe 3HaY€HHS JUIS OIIIHKU CTYIICHS
ypaXXeHHS B HABKOJMIIHIX M’ SIKAX TKAaHMHAX, 1, OCOOJMBO BAXKIMBO - TOUIUPEHHS B3JIOBXK
MeayJIIpHOTro KaHally Ta HasiBHICTh skip-metacrtasiB. KontpactyBanus npu MPT nae mpocoueHHs
KOHTPAcTy Yy HaBKOJUIIHI (iOpOBacCKyIspHI MEPEropogKd i€ YaCTOYKM HOBOYTBOPEHOTO
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aTUIIOBOTO Xpsillla BUSBIAIOTHCA MPHU aHami31 MBUAKOCTI MOTIMHAHHS TaJ0JIHIIO 3 4acOM, Yepes
110 BUABWIOCA, 110 MuHaMiuHa MPT kopucHa B qudepeHIiiHiil AlarHOCTULl M1XK JOOPOSIKICHUMHU
1 37I0AKICHUMH YPa)KEHHAMHM Xpsllia. 30KpeMa, paHHE MOTJIMHAHHSA TaJ0diHIsA 3 €KCIIOHEHIIITHOO
KpHUBOIO BKa3ye Ha 3J104KICHE YpaKeHHsI, B TOM yac sIK B1JICTPOYEHE MOTJIMHAHHS 3 IPOrPECYI0UOI0
KpuBOIO — Ha ao0posikicHe [8]. CurnanbHi xapakrepucTuku MPT MoxyTh JaTu BKa3iBKM Ha
cTymiHb 370sKicHOCTI XC. [loka30BUM € HasiBHICTh yTBOPEHHS B M’ SIKUX TKaHUHaX y XC BUCOKOTO
ctyneHns 3nosikicHocTi. Llentpanbhi auisHkd XC 3 BUCOKOIO 1HTEHCUBHICTIO CUTHAIIY B PEKHUMax
T1 MOXyTb CBIIYUTH PO BUCOKUM CTYIIHb 3JI0SIKICHOCTI Ta BINOBIAHO HasIBHICTIO FEMOPAariuHux
kicto3HuxX 3MiH. [Ipu nentpanpHiit XC, HU3bKUN CUTHAN y MOCHiOBHOCTSIX T1 3 HeBeNMKUMU
«IUISIMAMHA» BHCOKOTO PIBHS CHTHAIY Yy BOTHHII YPaXCHHS MOXE CBIJUUTH MPO HU3BKY
3no0sikicHICTh XC, 00 KOHTPACT 3aTPUMY€ETHCS B YACTOUYKAX JKUPY KOBTOTO KICTKOBOMY MO3KY [9].

CuuHTturpadiss KiCTOK JAEMOHCTPYE IHTEHCHBHE HAKOIWYEHHS pajiodapMipenapary npu
MyXJIMHAX XPSIIOBOI MUPOH, aje He jornoMarae AudepeHIiroBaTH JOOPOAKICHI BiJl 37MOSKICHUX
MyXJIUH (IHTEHCUBHE HAKOMMYEHHS CIIOCTEpIraeThes 1 Mpu JoOposikicHUX XxoHapomax) [10, 11].

3a octanHi poku 3pocina poisib [IET KT B qudepenttiiiniii 11arHocTUIll Mixk J0OpOsSKICHUMU
1 3JIOSKICHUMH XPSIIOBUMH YpaXCHHAMHU KicTOK ckeneta. PiBenp SUV (cTanmapTHe 3HaYCHHS
MOTJIMHAHHS) KOPEJIIOE 3 CTYIIEHEM 3JI0SKICHOCTI MyXJIMHH, TOPOrOBE 3HAYCHHSI IKOTO MOBI1OMIISIE
PO PIZHUII0 MK JOOPOSKICHICTIO Ta 370siKicHICTIO (piBeHb SUV konuBaethes Bix 2 1o 4) [11,
12]. Kpim toro, piBeb SUV € nporHocTH4HUM (HakTOpOM 1 KOPEIOE 3 epediroM 3aXBOPIOBAHHS.
['pannunuM 3HaueHHsSM € piBeHb 4. SIkmio piBeHb SUV OyB Oinbiie 4 - mporHo3 OyB TipIIuM y
B1JICOTKOBOMY CITIBBIJTHOIIICHH] OAY>KaHHS B1J] XBOpOOM Ta BHKUBAaHOCTI [13].

Kpirtepii, sxi Biapi3HAOTh HeHTpanbHy XC Bif 10OpOSKICHOT €HXOHAPOMHU, BUTIISIAIOTH
HAaCTYNMHUM 4uHOM [1-3, 6-9, 12, 24, 29]:

* pO3MipH > 5 cM;

* 3pOCTaHHS 3 YaCOM IPH MOCHITOBHUX OOCTEKEHHSIX;

* €HJI0CTaJIbHA €PO3isi KOPTUKAIBLHOTO IIapy ((pecToHYaTHCTh);

* IepiocTajabHa PEaKIIis;

* IOTOBIIIEHHS KOPTUKAIBHOTO I1apy;

* HaOpsIK KOPTUKAIBHOTO HIapy;

* BUTOHYEHHS] KOPTUKAJIBHOTO Iapy;

* KOPTUKaJbHE TIepEePUBAHHS;

* OCTEOJII3 3 PO3MUTUMU MEXKAMH;

* HEpETYJISIPHI Ta PO3MUTI 3BaIIHEHHSI Ta OKOCTCHIHHS;

* IOIIMPEHHS HA M’ SIKI TKAaHUHH,

 nuHamiuaa MPT (paHHE MOTJIMHAHHS 3 €KCITOHEHITIMHOIO KPUBOIO);

« [IET KT (SUV > 2). (Il B)

[Honi nentpanpHa XC BUHUKAE HA BXKE ICHYIOUIM eHXOHIpoMi (BTopuHHA 1leHTpanbHa XC),
1 B I[bOMY BHITJIKy YITKO BHPaXEH1 KaJIbI[U(IKaTH MOCTYIIOBO 3aMIIIAIOTHCS OCTEOI30M 1 CTAI0Th
PO3MUTUMH 1 HeperyasipHuMH. biorcis, B TakuxX BHUMAJKaX, MAa€ Ha METI MIATBEPIUTH, IO MU
Ma€eMO CIPaBYy 3 YPAKCHHIM XpsIlla, ajie HE MOXE 3 MEBHICTIO BiAPI3HUTH JAOOPOSKICHICTH BiJ
3MOSIKICHOCTI Ta BU3HAUUTU TICTOJOTIYHMMA CTYMiHb 3JI0SKiCHOCTI. B mentpampanx XC moxke
CIIOCTEPITaTHCS MPOrpecyroyua 3J0SKICHICTh, MAlOYM Ha yBa3i IO B caMild MyXJUHI MOXe OyTH
MPEICTABICHO MUISHKU PI3HUX TICTOJIOTIYHUX KIAciB, BKIIOYAIOYM MAUISHKY BXE 1CHYIOYOi
n00posikicHOT eHXoHIpoMHU. KpiM TOro, MOKYTh OyTH TUISTHKH HOBOYTBOPEHOI XPSIIIOBOI TKAHHHU
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32 TUIIOM XOHAPOOJIACTHYHOI OCTEOCAapKOMHU. ['1CTONOrIYHA JIarHOCTUKA XPSIIOBUX ITyXJIUH
000B'SI3KOBO 3aBXK/IM MPOBOJUTHUCS Pa30M 13 TOYHOIO OIIHKOIO KIIHIYHUX Ta PEHTIC€HOJOTTUHHUX
TaHuX. A OCTaTOYHUUN J1arHO3 MO’KHA BCTAHOBUTH JIMIIE HUISIXOM TICTOJOTIYHOTO aHaji3y BCIel
MyXJIMHU TICHs Xipypriunoro Buaanenss [1-3, 14-16] (111 B).

biomncito MOXHa HE BHKOHYBAaTH IpPU LEHTPAJbHUX YPAXKEHHAX KICTOK KIHIIIBOK 3
HEarpeCUBHUM PEHTTEHOJIOTIYHUM BUTIIsI0OM [14-16], a came:

* HUIICHICTb KOPH;

* JIETKa CHIOCTAIbHA €PO3is KOPH;

* BIICYTHICTh NI€Pi0CTaIbHOI peakKiiii;

* BIICYTHICTh IOTOBILEHHS, BATOHUEHHS1, HAOpsKy Ta/ab0 nepepuBaHHs KOPHU;

* BIICYTHICTbh PO3MOBCIO/I)KEHHS HA M'IKI TKAHUHHU.

B 3anmexHOCTI BiJl BCTAHOBJICHHS «HEArPECUBHOTO PEHTTEHOJIOTIYHOTO BUTIISTY» XPSIIOBOT
HEHTPaIbHOT MyXJIMHU JIOBTUX KICTOK KIHIIIBOK peKoMeHayeThes [1-3, 8, 12]:

* KJIIHIYHE CIIOCTEPEIKECHHS y pasi:

- BIACYTHICTh O0JIBOBUX CUMIITOMIB;

- po3Mmipu <5 cwM;

- po3Mipu cTabUIbHI B Yaci P MOCTITOBHUX JOCI1TKCHHSX;

- Majla JuHaMiKa HaKOMHWYEHs KOHTpacTy mia dYac mnpouenypu MPT (BigknameHe
MOTJIMHAHHS C TIPOTPECUBHOIO KPUBOIO);

- IIET KT neratusnauit (SUV <2);

* BHYTPIIIHbOBOTHUIIEBE XIpypridyHe BUCIUCHHS (KIOPETaXK) & MiCIIEB1 JOTIOMIXKHI 3aCO0H Y
pasi [1-3, 8, 12]:

- OB,

- po3mipu > 5 cwM;

- 30UIBIIICHHS PO3MIpPIB 3 YACOM MPH MOCTIJOBHUX JTOCTIKCHHSIX;

- [lo3utuBHa quHamMiyHa MPT (paHHE CIPUHHSTTS 3 €KCIIOHEHIIIMHOIO KPUBOIO);

- IIET KT (SUV > 2).

Y yux eunaokax 6ioncito mooicha He suxomysamu, a 6ocHuue euoarumu. Iicmono2iuHuil
diaeHo3 6yOe 6CMAaH0BIeHO HA OCHOBI aHANi3y 8Ciei mKanuHu wo exckoxneosana [14-16].

Biomcito cmig mpoBOAWTH MpU LEHTPATBLHUX XPAMIOBUX YpPaKEHHSX KICTOK KIHIIIBOK 3
arpeCUBHUM PEHTICHOJIOTTYHUM BUIsiAoM [1-3, 6, 7, 9, 24, 29]:

* IHTEHCHBHA €HJIOCTAJIbHA €PO3isl KOpU;

* [IepiocTajabHa PEAKIIis;

* IOTOBIIICHHS, BATOHYCHHSI, HAOPSIK Ta/a00 MOPYIIEHHS IUTICTHOCTI KOPU;

* IOIIMPEHHS HA M’ SIKI TKAaHUHH,

* OCTEOJI13 3 PO3MUTUMHU MEXKaMHU.

Heo0xigHo 3aBXIu MpOBOAWTH OIOTCiI0 3a MiJO3pU HA YPAKEHHsI XPSIIOBOTO T'€HE3Yy B
IJJACKHMX KICTKaX Ta30BOr0 Ta IUIeYOBOro MosiciB [1-3, 14-16]. ¥V nux Bumaakax 06101cito HE0OX1THO
MIPOBECTH B JUISHIN, SIKA Ma€ OUTBII OCTEONITUYHI Ta arpeCHMBHI peHTreHorpadiuHi O3HaKH, aye
OCTAaTOYHMIA T1CTOJOTTYHHM A1arHO3 1 CTYMIHb 370AKICHOCTI ypaxeHHs Oy/IyTh BU3HAUCHI aHAIII30M
yChOTO MaTepiany MyXJIuHU Ticis xipypriunoro Buganenns (111 B).
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Jikysannsa

JlikyBanHs neHTpanbHoi XC — XIpypriuHe, 10 CIHUPAEThCS Ha HU3bKY YYyTJIMBICTH ii 110
ximioTepanii Ta npoMeHeBoi Tepamii [17].

BuOip Buagy omnepaTuBHOrO JKyBaHHSA 3alIeXUTh BIJ TPbOX (AKTOPIB: CTyINEHS
37I0SIKICHOCTI; PO3MIpYy YUIKO/PKEHHS 3a IHCTPYMEHTAIIBHUMHU JTOCIIIHKEHHSIMH; MICIS ypaKEHHS.

Hentpansna XC 1 cTyneHss AOBTHX KICTOK KIHIIIBOK 3 PEHTTEHOJOTIYHUM BHUTJISIOM
«HEarpecuBHa» MO’KHA JIIKYBaTH 3a JIOTIOMOI'OI0 KIOPETaXXy (BHYTpPIIIHbOBOTHUILEBA PE3EKIis) 1
3aII0BHEHHSAM MOPOKHUHHU KICTKOBUM LIEMEHTOM a00 KiCTKOBUM TpaHciuiantatoM [17-31]. Komu
CErMEHT KICTKM HaJMIpPHO TOCHalJieH KIOpeTaXeM - NPOBOAMTH  MOpOoQiIaKTUYHUN
M1JCUIIIOBAIIbHUM OCTEOCHHTE3.

[Ipu BHYTPIITHLOBOTHUIIIEBOMY X1pypri4YHOMY JIiIKyBaHHI IeHTpanbHOi XC 1 cTymnens, moo
3MEHILIUTH PU3HK JIOKAIBHOTO PELUIMBY, MOXHA BUKOPUCTOBYBATH MICIIEB1 IONIOMI’KHI pEYOBUHU
Hanpukiaa (EeHos 1 eTUIOBHM CUPT ISl CTepUIli3alili CTIHOK MOPOXKHUHM, a00 KpIOTeparito 3a
JIOTIOMOTOI0 PIJIKOro a3zoTa a0o 30HIB, 110 MICTITh Ta3 aproH. 3riAHO 3 JIOCIHIKEHHSIMH,
MPOBEJICHUMH Ha XIpyprivHOMYy a0o0 ayTONCiHHOMY MaTepiaii, (PeHOoT He MaB IIMTOTOKCUYHOT il
Ha XpSIIOBY TKAaHWHY, i aBTOPH BUBEJH MOCTYJIAT, IO BiH 3aXHUIIA€ XOHIPOIAHUNA MaTpukc [32].
HaBmaku, 3 ocTaHHIX JOCTIKEHb, (DEHOJ Ta €TAHOJ MPOJEMOHCTPYBAIM IIUTOTOKCHYHY 0 Ha
kiituHA XC in vitro B MiHIMJIBHUX KOHIIEHTpaIisax - 1,5% 142,5% sianoiano [33]. KpioTepamis
3 P1AKUM a30TOM a00 ra3onoAiOHUM aproHOM MOKHA BUKOPUCTOBYBATH SIK MICIIEBUI TOTOMIXKHUMN
3aci0 TpW BHYTPINIHHOBOTHMILEBOMY XIpypriuHomy JikyBaHHI IeHTpanibHOT XC 1 cTynens.
CrymniHb HEKpO3y KICTKM IHIyKOBaHHMH Kpiorepamiero (7-12 mm) OuIbIIui, HDK HEKpPO3,
CIPUYMHEHUN IHIIUMH MiclieBUMU an'toBaHTamu (penon 1-2 mm). I[[o6 3MeHmUTH pPUBHK
MATOJIOTIYHOTO TepesioMy, Y pa3l KpioTeparii TOIIFHO 3aBXKId BUKOHYBATH MPOQITaKTHIHHMA
octeocuHTes [23, 26, 30, 31, 34].

Hentpansaa XC 1 cTymeHs 370SKICHOCTI JOBTMX KICTOK KIHI[IBOK 3 PEHTTEHOJOTIYHUM
BUIJISIOM arpeCUBHOCT1 HEOOXITHO JIIKYBAaTH 3 BUKOPUCTAHHSIM IIUPOKUX PAJAUKAIBHUX PE3CKIIIi
JUIs OTPUMAaHHS YMCTHUX KpaiB [3, 17, 24, 27- 29] (I1IB).

Hentpanbna XC 1 cTymeHs IIacKUX KICTOK Ta30BOTO Ta IJICYOBOTO TMOSICIB TaKOX
HEOOXITHO JKyBaTH 3a JIOTIOMOTOI0 XIPypTiuyHOl pe3eKiii 3 OTpUMaHHSAM IIHUPOKHX abo
panukansHux kpais [35-40] (IIIB).

Hentpansrny XC II 1 III crymeHs 3/I0SKICHOCTI HEOOXITHO JIKYyBaTH 3a JIOTIOMOTOO
XIpypriyHoi pes3ekilii, 3 OTpUMaHHSAM IIMPOKUX abo paaukanbHuX KpaiB [1-3, 17, 41-46]. ¥V
KIIIHIYHAX CHTYaIlisX, KOJIM OTPUMATH HEMOXKJIMBO IIHMPOKI Kpai IiJ yac 30epirarouux KiHI[IBKY
BTPYUYaHHSX, BUKOHYIOThCA ammytamii. Koiau TexHIYHO HEMOXXIMBO OTpPUMATH BEJIHKI abo
paauKaibHI Kpal pe3eKIlii Mpu aMIyTailii MOKHa pO3IJIaTH MPOMEHEBY Tepallilo SK MajliaTUBHE
nikyBaHHsA [3, 17].

IIpomenesa mepanis

[Tpu XC 3 HU3BKUM 1 BUCOKHM CTYNEHEM 3JIOSIKICHOCTI, JIe TUIAHYETHCS aMITyTallis JUIs
OpUMaHHSI IUPOKUX KpaiB, Mepell XipypriyHUM BTPYUaHHSM MOXHA CHPOOYBaTH JIKyBaHHS
npoMeHeBoto Tepamieto [3, 17]. Tpamumiiino XC BBaka€ThCs HEUYTIMBOIO 10 OMPOMiIHEHHS
nyxauHoro. OCTaHHI JOCHIKEHHS ToKa3alH, IO BIACYTHICTH ekcmpecii Oinka pl6 (INK4a)
(mpoTeiH, 1m0 peryitoe KIITUHHUHN 1K) cripusie cTikocTi kaituH XC o pamiamii [47]. Y cnpo6i
MiABUIIUTH PATiOYyTIAUBICTh Oynu BHUIIPOOYyBaHI paaiOCEHCHOUTI3yI0Yl pPEYOBMHHU, Taki SK
pazokcan [48]. Pozokcan BBogwim y 1031 125 Mr aBivi Ha 100y, TOYMHAIOYY 32 5 JHIB 0 OYATKY
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OMPOMIHEHHS, Ta cepeaHsi J03a omnpomiHeHHs Oyna 60'p. Pesynmbratu mociipkeHHs Oyin
OOHAJIMIIMBUMHU aJie JOCTIPKEHHS 0yJI0 0OOMEXEHO B1ACYTHICTIO KOHTPOJIBHOI IPYIIH.

OcranHiMH pokamu 3apekoMmeHayBasia cebe mpotonHa [IT, mo 3abecneunsnia BIAMIHHUN
JIOKQJIbHUM KOHTPOJIb 1 JOBrOTpUBaJly BHKMBaHICTh MpU XC HU3BKOTO CTYIEHS 3JI0SKICHOCTI
OCHOBH 4epera, ajie BUCOKAa BapTICTh 1 OOMeXeHa JOCTYIHICTh II€]l TEXHOJIOT1i, POOUTH IO
Teparniio JOCUTh BAXKOIO Uil 3acTocyBaHHs npu jdikyBanHl XC [49, 50]. [loGpe moka3zana cebe 1
BYIJICLIEBO-10HHA TIPOMEHEBA Tepamis Uisl KOPOTKOCTPOKOBOI'O MICIIEBOTO KOHTPOJISI y XBOPHUX Ha
XC [51].

Ximiomepanis ve 6yna eEeKTUBHOIO MPH JiKyBaHH1 IeHTpabHO1 XC, 111 posih 3aJIUIIIA€THCS
HEBU3HAYCHOIO. [IpOCTIEKTHBHUX PaHIOMi30BaHUX JOCIIIPKEHb HE TMPOBOJIMIOCS, TOMY OLIHUTH
OyIb-sIK1 IepeBaru HeMoxJinBo [3, 17, 41-46].

Ilpoeno3 npu uentpanpbHii XC OB ’A3aHUN 3 TICTOJOTIYHUM CTyNEHEM 3JI0SIKICHOCTI,
aHATOMIYHUM pPO3TallyBaHHSAM Ta po3MipoM ypaxeHHs. Jlokanizauis XC B 0OCbOBOMY CKeJETI Ta
Ta30BOMY MOSIC1 M€ TIPUIMI MPOTHO3, HIXK HA IHIIMX AUIsTHKaX [35-40].

HeratnBHUMU IPOTHOCTHYHUMHE (PaKTOPAMH JUTSI MiCIIEBOTO KOHTPOJTIO € HACTYITHI O3HAKH
[41-46]:

* IO3UTHBHI a00 HeaJIeKBaTHI XipypriuHi Kpai;

* 00'eM MyXJIUHU.

HeratuBHuMEU IPOrHOCTUYHUMH (paKTOpaMHU Uil BIDKUBAHOCTI € [41-46, 52]:

* TICTOJIOTIYHUM CTYIIHB 3JI0OAKICHOCTI;

* BUCOKI Moka3Huku npomidepanii kritun (MIB-1, IHK iaaexc);

* HasgBHICTb KJITUHHOI aHEYIUIOi1i;

* Ta30B€ PO3TAlllyBaHHS;

* JTOKQJIbHUI PEIUMB.

BusiieHo, mo MiCUeBH pEeUUIUB € MPOTHOCTUYHMM HETaTUBHUM (PAKTOpPOM SK Yy
HU3bKO3JIOSKICHUX, Tak 1 y BHcOKo3nosikicHux XC. I[lpumiTHO, 10 JOKaJbHUN PEIUINB
cnoctepiraerbes B 14-25% Bunajkis, 1 11e MOBUHHO OyTH IHTEPIPETOBAHO SIK OUIBII arpecCUBHUMN
dbenotun XC, ynm BBaXkaBcs paHiie [53, 54].

MicueBuid penuauB HEOOXITHO BHUIATUTH XIPYPridYHUM MUISXOM 3 MIHPOKUMH a0o
paguKaTbHUMH KpasMH, KOJIM 1€ TeXHIYHO MOkIuBo. [Ilupoki abo pagukaibHi XipypriuHi Kpas
MOXXYTh OyTH OTpHUMaHi 3a JOTIOMOTOI0 omeparlii, mo 30epirae KiHIIIBKY, ab0 3 aMmIyTaIli€lo
KiHIiBkH [17, 53, 54].

[Ticnsonepartiiina I1T Moke OyTH Mmoka3aHa, KOJM Kpai pe3ekIliii € MO3UTUBHUMH (TIPH
KpaiioBuX a00 BHYTPIITHROBOTHHUIIEBUX PE3EKINiSAX) MICIs XipypriyHOro BUAANICHHS. Y BHUIAIKY
MICIIEBOT'O PELUINBY, KU HE MOKHA BUAAIUTH Hi 32 TOTIOMOTOIO XIPYPTri4HOTO BTPYYaHHS, 1110
30epirae KiHIIBKY, Hi 3a JortomMororo amiyTailii, [TT Moke po3risaaTucs Sk naxiaTUBHE JTIKyBaHHS
[3, 17].

JlereneBi Meractazu IneHTpanbHOI XC BHIAISIOTHCS XIPYPriyHUM MUISIXOM, SKIIO II€
TEeXHIYHO MOXJHBO [3, 17, 41-46]. Sk BapiaHT, naIieHTy MOke OyTH 3alpONOHOBAHO B35TH Y4acTh
y eKCIIEpUMEHTaIbLHOMY JIiKyBaHHi [3, 17].

Cnocmepeoicenns
KniHiko-iHCTpyMEHTaNbHUI KOHTPOJb MICHS XIPYpPriyHOro BTpyuyaHHS XBopux Ha XC
MAaJIOTO CTYMEHS 3JI0AKICHOCTI MPOBOJUTHCS KOXKHI 6 MICSIIIB MPOTITOM MEPUINX 5 POKiB 1 OAUH
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pa3 Ha pik 10 10 pokiB croctepexkeHHs. [[1aHOBUM O0OCTEXEHHSAM € KOHTPOJIb MPOOIIEPOBAHOTO
cermenTta (pentrenorpagis, KT ado MPT) Ta iHCTpyMeHTalbHE IOCIHIKEHHSI OpraHiB IpyIHOL
KJIITKH (peHTreHorpadis rpyAHoi KIITKH B ABOX Hpoekuisx abo KT rpyaHoi KiiTkn).

[Tamient 3 Bucoko3nogkicHUMU XC MOBUHHI MEPEBIPATUCS KOXKHI 3 MICSI HPOTATOM
nepimux 3 pokiB, KOKHI 6 MicsAlIB 4-i 1 5-i pik 1 mopiyHo 10 10-ro poKy, 3 KIITHIYHUM OTJISIOM,
IHCTPYMEHTAIbHUI KOHTPOJIb MICLS BTPYYaHHS, SIKHH BU3HAYAETHCS HA OCHOB1 TUITy BTPYYaHHS
Ta pekoHCTpYKIi (peHtrenorpadis ado KT uu MPT) Ta iHCTpyMeHTalbHEe OOCTEXKEHHS TPYAHOL
KIITKYU (peHTrenorpadis rpyAHOI KJIITKU B IBOX mpoekiisnx, ado KT). (tad.1) [3, 17, 24, 29, 46] (11
B).

ITepugepuyna xoHapocapkomMa

[lepudepruna XC BUHUKae HA TOBEPXHI KICTKH, 3a3BMYail HAa MICLI HAasgBHOTO €K30CTO3a
abo ocreoxonapomu. Ilepudepuunnii XC 3ycTpivaerbes piauie, Hix HeHTpaibHa XC 1 BUHHKAE
yacTilie y 4oJIoBiKiB. BikoBwHil niama3oH miky 3axBoproBaHOCTI y Bill Big 20 10 50 pokiB, piako 10
20 pokiB 1 BUHSATKOBO JI0 CTaTeBOro Ao3piBaHHs. llepeBakHi Micls JoKaii3aiii — KICTKH Tasy,
JomaTKa, IPOKCUMAaIbHINA BIUIUI CTETHOBOI KICTKH, MPOKCUMAJIBHUN BIJIL TJIEYOBOT KICTKU Ta
KOJIHO (AMCTaJIbHUM BT CTETHOBOI Ta MPOKCUMAJILHUU B1JITI1 BETMKOTOMIIKOBO1). OCHOBHUM
CUMIITOMOM € TO0siBa B3AYTTS a00 30UIbIIEHHS B PO3MIpi 3 4acOM Yy JOPOCJIOMY Billl HasBHOTO
€K30CT03y. 310sKiCHa TpaHchopMallis COIITAPHOTO €K30CTO3Y 3yCTPIUYa€ThCS P1AKO, B MOPIBHIHHI
31 3JIOAKICHUMH TI€PETBOPEHHSM CMAJKOBUX MHOXHHHUX €Kk30cTo31B (10-20% Bunaakis
€K30CT03HO1 XBOopoOu). Po3pocTanHs ek30CTO3y y 3piioMy Billl 3aBXAM 3MYIIy€ AyMaTd IMpo
po3BuToK nepudepruynoi XC, ocoOIMBO B TUISHIN Ta3a Ta JoNaTku. bisb, Ik mpaBuiio, HE3HAYHUN
ab0 BIJICYTHIM 1 HE MOXE BBaKaTUCS O3HAKOK 3JI0SKICHOTO mepepomkeHHs [1-3, 55].
[HcTpyMeHTanbHI TOCIIHKEHHS 4acTO AEMOHCTPYIOTh 00'€MHI HOBOYTBOPEHHSI IO THITY «LIBITHOI
KaIlyCTH» 3 IBHUMHU o3Hakamu nepudepuynoi XC, 110 BUHMKAIOTh Ha MOBEPXHI JOOPOSKICHOTO
€K30CTO3Yy.

Cmanoapmui penmeenoepamu ma KT MOXyTh TIOKa3aTH pyHHAIII0 KOPTUKAIBHOTO IIapy B
OCHOB1 HOBOYTBOPEHHS, SIKHI BUTJISIIAB IIIIMM, IO € TUIIOBUM JUIsl TOOPOSKICHOTO €K30CT03y. B
IHIIMX BUNaakax po3BUTOK mepudepruunoi XC Ha OCHOBI €K30CTO3y BUSBISIETHCS 3MIHAMHU
KICTKOBOTO CETMEHTa 3 SIKOTO MOXOIUTh €K30CT03. 30HM KalblHdikarii Ta ocudikarii XpsaIoBux
4acTO4YOK Ha nepudepii HOBOyTBOPEHHS BUTIISAAIOTH POSMUTHMHU Ta HEPETYISIPHUMHU, a B JESTKUX
BHIAJKaX MOXYTb OyTH MIKCOiHI TiasHKH. MPT Mae BUpilTaibHE 3HAYSHHS JIJIS OI[IHKH PO3MIpy
NyXJIWHA OuLTs 11 OCHOBM B CErMEHTI KICTKH, a TakoXX HasBHICTi skip-meracTtasiB Ta
PO3MOBCIO/KEHHSI B HABKOJIUIITHI M’siKl TKaHUHU. Takoxk MPT 103BoJIsi€ TOYHO OLIIHUTH TOBIIHHY
XPAIIOBOT «IIANKW», [0 MPUCYTHSI Ha TMOBEPXHI €K30CTO3Yy. XPSIIOBHI KOBMAYOK PO3MIpPOM
Oinpie 1-2 cM Haj HasIBHUM €K30CTO3HUM YPaKeHHSAM, a00 3aI0KyMeHTOBaHe 301IbIIIEHHS HOTO
pO3MIpIB y TMAIi€HTIB 31 CKEJIETHOK 3pUIICTIO, TMOBHMHHI BUKIWKATH MiA03pYy 3JIOSKICHOI
tpaHcdopmMmarii ocreoxonapomu [1-3, 8, 55]. Junamiuna MPT [8, 9] 1 TIET KT 3 18
dropaesokcurmoko3oo (FDG) MoxHa BUKOPUCTOBYBaTH sl AudepeHiiamii Jo0posKiCHOTO
ex3octo3y Bia nepudepuunoi XC (muBuch neHtpanbHy XC) [12]. OcrteocruHTirpadis KicTOK
JIEMOHCTpY€ rinepnoriuHanas mnpu nepudepuunii XC, ane He A03BOJSE BIAPI3HUTH 11 BiA
TOOpPOSIKICHOTO ypaskeHHs (ciabke HaKomuUeHHs pafiodapMmipenapary € i npu ek3ocro3ax) [10].

Kniniko-iHCTpyMeHTanbH1 KpUTEpii 310sKicHOT TpaHcdopmarii ex3zocrosa € [1-3, 8, 55]:

* 3pOCTaHHS B PO3Mipax y JOPOCIOMY Billi;
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* JIOKaJI3allisl: OCbOBUHM CKEJIeT, Ta30BUU 1 IJICYOBUM IMOSC; MPOKCUMAIIBHIIIE KOJIHA;
MIPOKCUMAITBHIIIIE JIIKTS;

* XpAIIOBA «IIAalKa» > 2 CM;

* HEYITKI Kpai y 01K HABKOJIMILIHIX M’ SIKUX TKaHUH;

* 30HM KaJablU(IKaIll Ta OKOCTEHIHHS PO3MHTI Ta HEUUTKI.

[Ipu ricronoriynoMy fociiaxenHi nepudepuuna XC 3arajoM Mae€ TiCTOJIOTIYHUM CTYIIHb
37OSIKICHOCT1 HUK4e, HiK LieHTpaibHa X C. binbiie aox Tpetud nepudepnynux XC mae 1 crymninb
37IOSIKICHOCT1, MEHILIE TPETHUHH - 2 CTYIiHb, a 3 CTyHiHb - BUHITKOBA 3Haxijaka. ['icToioriuyxa
KapTUHA 3a3BHYail IEMOHCTpPYE 100pe nudepeHiiiioBany riajJiHoBYy XpsIOBY TKaHUHY Ta AUISHKU
MIKCOiJHOI TepeOyIoBU 3yCTpidyaroThesl piako 1 cmopaauuHo. Sk 1 st neHtpanbHoi XC,
TICTOJIOTIYHUM CTymNiHb 370sIKICHOCTI mnepudepuuynoi XC MOXKHA BU3HAYUTH JIMLIE LUISIXOM
MOBHOT'O aHaJI3y MyXJWHU MICIs XIPYpPriuHOTO BUAAJIEHHS. 301IbIIEHHS CTYNEHs 3JI05SKICHOCTI B
MeXax OJiHI€l MyXJIMHH ab0 TpH PeluAuBax MOXE CIIOCTEpIraTHCs piflie, MOPIBHIHO 3
uentpanrbiumMu XC [1-3, 14-16, 55]. Ilpu HasBHOCTI THUNOBHUX KIIHIKO-IHCTPYMEHTAIbHHUX
kputepiiB nepudepuunoi XC Oiorcist BUKOHYEThCS JUISl MIATBEPKEHHS 1arHO3y IMepes
XipypriuauMm BTpydaHHsaMm [1-3, 55]. V nmedxkux Bumagkax mpu O3HAKaX MOYATKOBOI 3JIOSKICHOT
TpaHchopmallli iICHyHUOro €K30CTO3y Ha HIXKII, OIOmNCis MOKe HE BHUKOHYBATHUCA 1 MOXHA
MPUCTYIATU A0 XIPYypridYHOTO BUJAIECHHS 3 OOOB'SKOBUM TICTOJIOTIYHUM aHalII30M BUIAJIEHOTO
Marepiana [1, 3].

Xipypeiune niky8ants pe3eKIlis 3 MUPOKUMHU a00 paTuKaIbHUMHU KpasMH € 3aC000M BHOOPY
st nepudepuanoi XC [1-3, 17, 40, 55]. ¥ Bunaakax, Koau KIiHIYHI Ta IHCTPYMEHTAJIbHI O3HAKH
BKa3ylOTh Ha IOYATKOBY 3JIOSKICHY TpaHC(hOpMallilo XPSIIOBOI «IIAKU» €K30CTO3Yy, MOXHAa
IPOBECTU PE3EKI[II0 OCHOBM HDKKM YTBOPEHHS 3 UIMPOKUMU KpassMu 31 30epekeHHIM
0e3mepepBHOCTI KICTKOBOTO CETMEHTa. Y OUIBIIOCTI BUIAIKIB 3J10sIKICHA TKAaHWHA TIOIIUPIOETHCS
Ha 3HAYHY YaCTHUHY €K30CTO3Y 1 Ha MOro OCHOBY HUPKYJSPHO OTOUYIOUYM KICTKOBUH CErMEHT. Y
IIUX BHMaJKaxX, 3po3yMmiio, HeoOxigHa pesekilis cermeHta [1-3, 17,55]. € wmicig, ae BaKKo
OTpUMATH aJCKBAaTHI XIpypriuHi Kpai pe3ekIlii: xpeOiri, KICTKH Ta30BOI0 1 MIeYOBOTO Mosicy. Ha
nepudepii ypaskeHHs1, Ha PIBHI XPAUIOBOI MIANIKK, BaXJIMBO OTPUMATH 3arac 3J0pOBOi TKAHUHU 3a
MO>KJIMBOCTI (M's130Ba TKaHWHA; allOHEBPO3; MIMIKIpHA )KUPOBa KIITKOBHHA; MTOBEpXHEBa (hacIis;
mkipa) [1-3, 17, 40, 55]. B iHmmx BumMagkax XipypridHuii kpail Moxe OyTH JIOKaJIbHO KpalOBHUM,
KOJIU TyXJIMHA CTUKAETHCS 3 BAXJIMBUMH aHATOMIYHUMHU CTPYKTYpaMH, SiIKi MOTPiOHO 30epertu
(TBepaa Mo3KOBa OO0OJIOHKA; CYJWHHI CTPYKTYpH; HEPBOBI CTPYKTYpH; BHYTPIIIHI OpraHM).
BpaxoByrouu Te, 110 3HauHa yactuHa nepudpepuynux XC MaloTh HU3bKUNA CTYIIHB 3JI0SKICHOCTI,
Taki Kpai pesekuiii MoxyTh Oytu mpuitnsatai [1-3, 17, 40, 55]. 3 inmoro OOKy, yHUKaiiTe
XIpypriyHOro MOUIKOKEHHS TICEBIOKANCYIM Ha TMOBEPXHI Xpslla J0 BHAAJICHHS MyXJIUHH 00
PU3HUK JIOKaIbHOTO peruanBa oyae Bucokum [1-3, 17, 40, 55]. V neskux Bumnaakax nepudepuqHoi
XC wicre po3TallyBaHHS MyXJIHHHA, pO3MIpH Ta i CIIiBBIIHOIICHHS 3 BAXKIIMBUMH aHATOMIYHUMU
CTPYKTypaMH poOJIsATh 30epirarodyy orlepalilo HeMOXJIHMBOK. B Takux BuUmNaakax MOKa3aHO
aMITyTallifo KiHIIBKY JJIsi OTPUMaHHs aJieKBaTHUX Xipypriuaux kpais [1-3, 17, 40, 55].

[Ticns pesexinii 3 HealeKBaTHUMH XipypPridHUMH KPasitMi MOXKHA PO3TIISIATH 3aCTOCYBaHHS
micisonepaniinol mpomeHeBoi Teparmii [3, 17]. YV Bunaakax Kojau HEMOXJIMBO OTPUMATH JOCTaTHI
Kpai pesekilii HaBiTh mpu ammyTailii, Moxke Oytu mokazana [IT 3 mamiatuBHOI METOIO (IUB.
uentpanbHa XC) [3, 17, 47-51].
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B nanuii yac ximioTeparis He Biirpae *oaHo1 podl B JiKyBaHHI nepudepuynoi XC [3, 17,
41-46, 55].

Micuesi peunguBu nepupepuunoi XC € yacTUMH, 1 MOBUHHI JIIKYBaTUCA XIPYpPIriUHUM
METOJIOM 3a TUMH X KpITepisiMU, 10 ONHKCaHI JuId NepBUHHOI myxiuunu [1, 3, 17, 53-55]. Benuky
yBary HeoOX1JIHO MPUIUISATH MICIIEBUM PEIUANBAM MPHU JIOKAJII3aIlli B OChOBOMY CKEJIET1 Ta KICTKax
TA30BOT0 Mosica. 30KpemMa IpH TaKUX JIoKami3auisax peuuausu nepudepuunoi XC MoXyTh OyTH
HEPE3EeKTaOUIbHI, 1 MAIllEHT MOXE IOMEpPTH CaMe€ Yepe3 JIOKAIbHUN pEluIuB, a HE BIJ
MeTacTaTHYHOI aucemiHaii [1, 53-55].

Meractazu B JereHsx piaume 3ycrpiyatotbes npu nepudepuynux XC MNOpIBHAHO 3
ueHTpanbHuMU XC, 1 MUISraloTh XipypriyHOMY BUCIYEHHIO, SKIIO 1€ MOXKIUBO [3, 17, 41-46, 55].

Haii6inbu 3Ha4y M NporHocTUYHUM (pakTopoM BUKUBAHOCTI npu nepudepuunux XC e
TICTOJIOTIYHA CTYMIHb 3J704KICHOCTI. |HIIMMU HETaTUBHMMHU NMPOTHOCTHYHUMHU (PakTOopamu, sKi
MarTh 3HAYEHHS I MICIIEBOTO KOHTPOJIO Ta BIXKMBAHOCTI, € aHATOMIYHA JIJsSHKA (OCHOBHUI
CKeJIeT 1 Ta30BHil mosic) 1 po3Mipu nyxiauHu [41-46, 52, 55].

PIAKICHI ®OPMHU XOHAPOCAPKOMMU

Kpim «xmacuunux» ¢opm (ueHtpanbHux i nepudepiuyanx) XC Moke BUHHKATH B JIEIKHX
PIOKICHMX BapiaHTaX: MEpPUOCTAbHA; CBITJIOKIITUHHA; ME3eHXIMajbHa; neaudepeHIiiioBaHa
(ueHTpasibHa 1 IEpudepuIHa).

[Tpu uux popmax MeToa0M BUOOpA JIIKYBAHHS 3aBXK/IH 3AIUIIAETHCS PE3EKIis 3 IIUPOKUMU
KpasiMu, aJie B ACSIKUX BUMAKax (neaudepeniiiiopana Ta MesenxiMaiabHa XC) BUKOPUCTOBYETHCS
CUCTEMHa Teparisi.

IepuocranbHa xonapocapkoma (IIXC)

Ile pizkicHe HOBOYTBOPEHHS XpsIIlla Y MOJIOIUX JOPOCIHX, S0 YaCTilIe Y YOJOBIKIB, IO
JIOKaJi3yeTbess B MeTamiadizax, sSK MPaBUIIO, JAUCTAIBHOTO BIIIIIY CTETHOBOI KICTKH (3aJHSA
YacTHHA), MPOKCUMAIBHOTO BTy BEIMKOTOMIIKOBOI a00 MPOKCHMMAIBHOTO BIAILTY IJIEYOBOI
KICTKH.

PeHTreHnosoriuHo 11e BUTISAaE K paaionpo3ope ypakeHHs (200 1HOA1 3 KaIbITU(IKAIISIMH ),
SIKe TIOXOAMTH 13 30BHINIHBOT TTOBEPXHI KOPTHKAJIBLHOTO MIAPY 1 MPOCYBAETHCSA B M’SIKI YaCTHUHHU.
Metoaom BuOOpa B JIIKyBaHHI € PE3€KITisl 3 MHUPOKUMH KpassMu. [IporHO3 OLTBIIT CIPUATINBHM, HIXK
npu neHTpainbHiit XC 1 KOpemntoe 3 TICTOIOTIYHUM CTyIIeHeM 37osikicHoCTi [1, 56].

Ceitaokiaituana xonapocapkoma (CXC)

PinkicHe HOBOYTBOpEHHS Xpsillla HU3bKOTO CTYMEHS 3JI0SKICHOCTI, YacTillle 3yCTPIiYaeThCs
y YOJIOBIKIB, THITIOBE JUIS 2-6-TO NECATHINTTS KUTTS, 1 IKE 3a3BHYail BUHUKAE B emiizax JTOBrux
KICTOK (CTETHOBOI Ta MPOKCHMAJbHOI YAaCTHHU IUIEYOBOi KICTKH), a00 B IUIOCKHX KICTKaXx.
BaxxnmBuii TOUHHI TiCTOJOTIYHUA AuQeEepeHiialbHuN iarHo3 3 XoHApoOnacTomMorw. Pesexiisa 3
MIUPOKUMHU KPasiMH € JIIKyBaHHSM BHOOpY. JIOKanmpHI peruavBU Ta METAcTa3u 3yCTPIYaOThCS
3pinka [1-3, 57-59].
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Me3senximaabHa xonapocapkoma (MXC)

Lle piakicHe HOBOYTBOPEHHS 3 BUCOKUM CTYIIEHEM 3JIOSIKICHOCTI 3 ME3€HXIMaIbHUX KITITHH,
JOKaapHO AudepeHiiiioBanux B xpsil. Bunukae Ha [[-IV necaTUmiTTsX )KUTTA 3a3BUUail B KICTKaxX
Tyny0a, CTETHOBINM KICTIII a00 B M'AKMX TKaHWHAX. PEHTT€HOJOTIYHO 1€ JITUYHE arpecuBHE
Ypa)K€HHsI 3 BOTHHMILEBMMM KaiblH(pikamisMu. JIiKyBaHHSIM BHOOpPY € pe3eKIlis 3 IIHPOKUMH
nosaMu. XT 1 I1T nmokaszanu oOHaAiiIMBI pe3yabTaTH 1 CydyacHa TEHJICHIIS MOJIATaE B JIKyBaHHI
MeszenxiManbHuX XC 3a MPOTOKOJIaMU, 110 BUKOPUCTOBYIOThCS i capkomu FOinra [17, 60, 61].

TpaGekrenun Moxe Oyt BapiaHToM JikyBaHHS Mme3eHximanbHOi XC [V, C].[85] (Bone
sarcomas: ESMO-EURACAN-GENTURIS-ERN PaedCan Clinical Practice Guideline for
diagnosis, treatment and follow-up, 2021).

Komenmap pooouoi zpynu:
Cmanom na 01.02.2023 6 Yxpaini nikapcokutl 3acio mpabexmeouH He 3apeccmpo8aHull.

Henudepenuiiiobana xonapocapkoma (AXC) (uenTpajbHa a00 nepudepudna)

Ile HexpsII0Ba cCapKoMa 3 BUCOKUM CTyIIEHEM 370sKICHOCT1 MoXoauTh BiJ XC (1leHTpaabHOT
abo mnepudepuunoi) abo enxonapomu. IIpubmuzHo 15% ueHTpaibHUX XOHIpOcapkoM 1 5%
nepudepuIHUX MICTATh IUISHKH Aeaudeperiiiamnii. XapakTepHa Uisl BIKY TPOXH CTapIIOro, HiX
KjIacuuHi xoHjapocapkomu (50-80 pokiB), BuHUKae B 95% BuMankiB B CTETHOBIN KiCTI, Ta3y,
IIPOKCUMAJILHOMY BIJIIUTI TUIEUOBOI KICTKM Ta JomaTili. YacTo maIi€eHTH BXKe JaBHO MAalOTh THIIOBI
cumntoMu XC - O1J1b, IIIO PANTOBO 1 IMIBUIKO MOCHIIIOIOTHCS, IHTEHCUBHUN HAOPSK M’ SIKHX YaCTHH
1 1HOJII MATOJOTIYHUN TIEPesIoM TPH LEHTPaJbHOMY BapaHTi. PEHTTEHOJOTIYHO KOHCTATYETHCS
nBodazHe ypakKeHHs: TUIOBE 300pakeHHs eHXOHJpoMu a0o XC HM3BKOTO CTYIEHS, Ha SIKOMY
PO3BHBAETHCS JIITUUHE arpecuBHe ypaxkeHHs [1-3, 62]. JlikyBaHHs Xipypriuae i 000B'I3KOBO 3pa3y
arpecuBHe: Pe3eKIlis 3 MUPOKUMHU IMOJISIMHU, a B ISIKUX BUNIaAKaX (0COOIUBO SKIIO € MaTOJIOTTYHUN
nepesioM) HeoOXiIHO BaaThcs a0 amiyTalii [17, 62-67]. Anroput™ JTiKyBaHHs Pi3HUX MIITHUIIIB
XC npeacrarieHo B Tadmmmi 2.

XT npu IXC mae oOMeReHy KOPUCTh, IPUYOMY BIJAIMOBI/II CIOCTEPITAIOTHCS Y MAIlI€HTIB,
K1 OTPUMYIOTh KOMOIHOBaHY TEpartito Ha OCHOB1 aHTpalUKIiHIB. [ToBiIOMIISLIIOCS PO aKTUBHICTH
reMIuTadiny Ta gorerakceny.[84]. Jlani mpo ma3zomnaHio AeTanbHO HABEICHO B TOJATKOBIN TaOIHITI
S2, noctynniii Ha https://doi.org/10.1016/j. annonc.2021.08.1995.86 € momnepenHi naHi mpo
aKTHBHICTH IMyHOTeparii Ta iHrioiTopiB mytantHoro IDH1 (To06To iBocuaeHiOy). IlepcriekTuBHi
BuripoOyBaHHsi TpuBatTh. (Bone sarcomas: ESMO-EURACAN-GENTURIS-ERN PaedCan
Clinical Practice Guideline for diagnosis, treatment and follow-up, 2021)

Komenmap pobouoi epynu:
Cmanom na 01.02.2023 6 Ykpaini nikapcovkuii 3acio i6ocudeHio He 3apeccmposanlil.
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Tabauus 2. Anroput™ gikyBaHHs XC

HinTun IlepBuHHe JiKyBaHHA Cnocrepe:keHHs Peunaus JlikyBanus
peuHIuBa
Gl BuyrpimasoBoraumeBa | Koxni 6 micsiB Peungus [Iupoxka pe3ekis B
PE3eKIIis + MicIIeBHiA POTATOM 5 POKiB, 1 JOKaJbHUN pasi
aT'FOBaHT, MIUPOKA pa3 Ha pik 10 10 pokiB pe3eKTabeIbHOCTI
pesekuis™ npu . (PI" abo TF/MPT Kpaii +: IIT ;
pe3ekrabenbHOCTI a00 30HU ypaxkeHHd 1 KT
IIT saxmro TPYAHOT KIITHHU Kpaii - : croctepe-
Hepe3eKTabenpHa JKEHHSI.
B pa3si
Hepe3eKTabeIbHOCTI:
I1T
GII-1II [[upoxka pesexiis™® npu Koxni 3 micsmi Pemmmnus [[Inupoka pe3exiris B
abo [1XC, | pe3ekTabenbHOCTI. MPOTATOM 3 POKIB, JOKaTbHUN pasi
CXC KOJHI 6 MICSIIIB pe3eKTabeNnbHOCTI
[T sixmo .
MPOTATOM 5 POKIB, Ta .
Hepe3eKkTabenpHa 1 pas Ha pix s10 10 Kpair +: IIT ;
pokis (PI" abo Kpait - : cnocrepe-
TI'/MPT 30HU SKCHHSL.
ypaxkennst 1 KT ]
rpyaHoi kinitnau 1 pas B pazi ne - ‘
Ha pik 10 10 pokiB Pe3eKTabeIbHOCTI:
(PT a6o TT/MPT T
30HM ypakeHHs 1 KT
TPYAHOT KITITHHA
MeTacTa3u Xipypriu
HE
BUJIAJICH
HS

HenudepenuiiioBana XC: mupoka pesekuis™, XT 3a mpoTokoIoM 0cTeocapkOMu

Mesenximansna XC: mupoka pesekuis®, XT 3a nmporokonom capkomu FOinra

*[1Inpoka pe3eKilis MOBUHHA rapaHTyBaTH Kpai BUIbHI BiJl MyXJIWHHU, BPaXOBYIOUH MOXJIMBICTh aMITyTaIlii
KIHI[IBKU

Pexomennanii

Bone sarcomas: ESMO-EURACAN-GENTURIS-ERN PaedCan Clinical Practice
Guideline for diagnosis, treatment and follow-up, 2021)

* ATUIOBI XpSIIOBI MyXJIMHU MOXHA JIKYBAaTH 3a JOIOMOTOIO KIOPETaXy 3 MICHEBUM
JOJJATKOBUM BILTUBOM (DEHOITY, PITKOTO a30Ty KICTKOBOTO 1ieMeHTy (abo 6e3 Takoro [V, B].
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* XOHJIPOCApKOMHU BUCOKOI'O CTYNEHS 1 BCl XOHAPOCAPKOMHU Ta3a ab0 OChOBOIO CKeJeTa
M1JUIAralTh XipypriyHOMY BHCIUYEHHIO 3 IIUPpOKUMU nosisimu [IV, B].

* [IT MoxHa po3riasAaTH MNpU HeolepabeIbHOMY 3aXBOPIOBaHHI (IEpBMHHOMY a0o
pPEeLUANBYIOUOMY), ITICJISI HEMIOBHOI Onepalli Ta Ipu nosermenHi cumnroMis [IV, B].

* B panwuit yac Bucoki no3u IIT pekoMeHAyIOThCS MPU XOHIPOCAPKOMAX OCHOBHU uepera
(111, B].

* JlokanizoBani MXC 3a3Buuait JiKytOTh HE0a 1 FOBAHTHUM/a1 FOBaHTHUM X T, 1110 TTOETHY€E
aHTPALMKIIIH Ta ankitytoul aredtu [IV, C].

* Heoan’toBanTtHuit/an’ oBanTHU XT Takox MOXKHA po3MisiAaT Jis JiokanizoBaHoi JIXC
[V, Cl.

XOPAOMA

Y rpyani 2013 p. Ha 3anpomenus J-pis. Kazam ta Crakkiorti, 40 eKcnepTiB 3 XOpJI0OMH,
SIK1 TIPEACTABISAIOTh Pi3HI JUCHUILIIIHUA 3 000X OOKIB ATIaHTHKH, 3i0panucs B MinaHi mija 4yac
KoH(pepeHIii €BporneichbKoro TOBAPUCTBA MEIWYHOI OHKOJIOTIi, 00 po3mouyatd I1i aMOITHI
3ycuuiss 3 Koaudikaiii Halle)eKTUBHINMIMX, 3aCHOBAHWX Ha JOKa3ax METOJIB JIIKyBaHHS
xopaomu. @inaHcyBaHHs 11i€i 3ycTpidi HanaB Chordoma Foundation.

«Xopaoma — Jy’ke piAKICHA MyXJIMHA, ajie 3a ocTaHHi 10 pokiB 0yJI0 JOCATHYTO 3HAYHOTO
porpecy B pO3yMiHHI 010JIOTIi ITbOTO 3aXBOPIOBAHHSA, 1, IK HACTIZOK, OyJIM MpeaCcTaBlIeHI HOBI
TEpaneBTUYHI MOXJIMBOCTI», — cka3aB CTakkioTTi. «[IpoTe 1e 3aXBOPIOBaHHS 3aJIMIIAETHCS
CKJIQJIHUM JUId JIIKYBaHHS Ta MOTpeOye MyIbTHIMCUHUIUTIHAPHOTO MIiAXOMY 13 CKOOPAMHOBAHUM
3aJly4eHHSM KIJTBKOX CIemiamicTiB. Mu 0a4yuMoO BEJHMKY HEMOCIHITOBHICTh Yy TOMY, SIK JIKYIOTh
NaIliEHTIB 3 XOPAOMOIO, IO MPHU3BOJUTH J0 HEONTHUMAIbHHUX pPE3yJbTATIB s 0ararbox
naiieHTiB. Tomy OyJi0 O4eBHUIHO, IO MOTPIOEH MIOOANHHUN KOHCEHCYC MO0 JIKyBaHHS Ili€i
Y XJTUHI.

YyacHUKH 3yCTpidi MOTOJMIKCS 3 HEOOXITHICTIO BHKOPHCTaHHS MIKIHMCIMUILIIHAPHOTO
MiIXOMy JO XOPJOMH Ta CTBOPEHHS MIXHAPOJIHOI CIIJBHOTH EKCIEpTIB 1 MaIli€eHTiB, 1100
HOJIIJTUTUCS CBOIMH Pi3HOMaHITHUMHU ToukaMu 30py. [Ipotsrom 2014 poky rpyna po3pobuina ta
BiJIpefiaryBajia peKOMEeH Iallii Io/10 JIIKyBaHHS Ta MiAroTyBaja ix jisa myOikaiii B OJHOMY 3
MIPOBIHUX Y CBITI PEIIEH30BaHUX MEAMYHMX XypHaTiB. «[100yaoBa rmo6anbHOT0 KOHCEHCYCHOTO
MIIXO0My A0 XOPJAOMH: TO3HIIiS CHUTFHOTH JIIKapiB 1 TMaIli€HTIB», OMyOJiKOBaHA B XypHam The
Lancet Oncology 3a motuii 2015 poky.

KumiaiuHl pekoMeHaamii mponoHyTh Oe3MpeIeIcHTHUN PIBeHb AeTaIi3alii Il XOPJAOMH,
3BEPTAIOUUCH JI0 TAaKUX (aKTOPIB, SIK:

. PoszramyBanns myxinHH (OCHOBA 4yeperia, XpedeT abo Kpuxki)

. MowmeHT yacy (I0MHO A1arHOCTOBAHMM, PEIIMINBHHM TOIIIO)

. MeTtonu nikyBaHHS (Xipyprisi, TpOMEHEBa Ta CUCTEMHA Tepartis)

«Jlo 11bOT0 Yacy MeIMUHI eKCIIEPTH HIKOJU HE JIOCATAIHN €IMHOI JyMKH II0/I0 TOTO, K CJIiJT
JKyBaTl XOpIOMY», — cKa3aB BukoHaBumil qupektop Chordoma Foundation J[xom Commep,
KU TIPEJICTAaBUB TOUYKY 30Dy MallieHTa Ta OyB criBaBTOpoM cTaTTi. «lle BakimBe MOCSITHEHHS,
OCKUTBKH BOHO JJACTh MOKJIUBICTDH MAIIEHTaM 1 CIM’SIM Y BCbOMY CBITi IPUMMATH MYJpi PillIEHHS
1010 JIIKYBaHHS, @ TAKOXK HAJIaCTh JIIKapsSM TOPOKHIO KapTy JJIsl HAHOUIbII €(heKTUBHOTO JOTIISAY
3a MalieHTaMu 3 XOPAOMOIOY.
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[Ty6mikaris X peKOMeH Iallii o0 JiKyBaHHS 3HAMEHYe cOO0I0 3HAaUHHI KPOK BIIEpe]] y
sycuuisix Chordoma Foundation mokpamiuTy )UTTS HaIll€HTIB IUIAXOM CIIBIpAIll 3 MEIUYHOIO
CHUIBHOTOIO JUISl MOKpPAIEHHS JIarHOCTUKHM Ta JIKYBaHHS LIbOIO PIAKICHOTO paky. CTakkKiOTTI
3a3HauMB, WO L CTAaTTA — Juiie nodarok. «IloTpibHo 3poOuTH 1€ Oulblie Ui BHUPILICHHS
BIIKPUTHUX MHUTaHb, OCOOJIUBO IIOJ0 PEIUINBIB 3aXBOPIOBAHb, 1 ISl TIOKPAIIICHHS PIBHS JI0Ka3iB,
10 MIATBEP/KYIOTh KOXHY peKOMeHariio. Mu crojiBaeMocs, M0 HAMOIMKYMM YacoM MH
3MOKE€MO 3HOBY 3yCTPITHCS, 00 AOCATTA KOHCEHCYCY MIO/I0 IUX JOJATKOBUX TEM.

[Io6 oTpumaTH AOCTYI 0 KOHCEHCYCHOTO JOKYMEHTA, sikuil omyOsikoBaHo B The Lancet
Oncology , HaTHUCHITH TYT a00 HaJIIIITIT HaM €JIEKTPOHHOTO JUCTa
Ha support@chordoma.org . Ockinpku 1 cTaTTs Oysa HamucaHa ajis ayauTopii jdikapiB, @oHA
IJIaHy€ TIEPEBECTH 3BIT y OCBITHIN 3MICT, OUIbII MPUAATHUHN 1J1 HenpodeciitHoi ayAuTopii.

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

3acanvhi gioomocmi

XoploMa BUHHKAE 13 CTINKUX HOTOXOPJAJbHUX €JIeMEHTIB y XpeOTi (kprkoBiii kictii 50%,
pyxnuBuii xpeder - 20%), B ocHoBi yepena - 30%. [lo3ackeneTHl BUMAAKK BKpaill pPiAKICHI.
CepenHiii BiK 11arHOCTUKHU CTaHOBUTH 60 POKIB, ajie 0O3HAKU ypaKeHHsS XOPJIOMOIO OCHOBH ueperna
XapakTepHi Ijs OUTBII MOJIOIOI MOMYJIALii, BKIIOYAOYM AiTel Ta mimmiTKiB. binem Hix y 40%
NaI[iEHTIB 3 XOPIOMOIO PO3BUBAIOTHCS METACTa3M, SK MPABUJIO, HAMPUKIHII MPUPOTHBOTO
aHaMHe3y 1 epeBakHO MMiCJIs JIOKaJIbHOTO penuausa (JIP).

3BHYaiiHa XOp/IoMa BiI3HAYAETHLCSA SIEPHOIO ekcnpeciero Brachyury (Oinka, 1110 KOIyeThCsA
reHoM T, emOpioHaNbHUN TpPAHCKPUIMIIHHUN (aKTOp), 1 PEKOMEHIYEThCSA ISl JA1arHOCTUYHOT
ominku 1 [V, B] (4). JlemudepeniiiioBani XOpJAOMU CTAHOBJISATH MEHbIIE 5% BHMAAKIB 1
MOBOSTHCS OLIBIN arpeCUBHO, HIX 3BHUaiiHi. [Ipu BHCOKO3M0gKICHOMY JeaudepeHiiioBaHOMY
KOMIIOHEHTI 4YacTO crocTepiraerbcss BTparta ekcmpecii Brachyury. Ilorano mudepeniiiioBana
XOpI0Ma € BUCOKO3JIOKICHIM, HaJ[3BUYaHO PIAKICHUM ITiITUIIOM, SIKH 3a3BUYail Bpakae aiTel Ta
MiJUTITKIB, BiJ3HaYaeThbcs ekcmpeciero Brachyury Ta BTpatoro INI1 excmpecii (3a3Buuaid
1oB’s13aHuM 3 AeneiisMu B SMARCB1).(4)

XopaoMy ciif audepeHIioBaT Bi TOOPOSKICHHX IyXJIHH HOTOXOPAH, JOOPOSKICHUX
ypaxeHb 13 cnenu(piyHUMH PEHTTEHOJIOTTYHUMH O3HAKaMHM, SKi BBa)KAIOTHCS IMOIEpPEeIHUKAMU
XOpAOMH. SIKIIO PEeHTreHOJOTIYHUM BUTJISI XapaKTepHUN s JOOPOSKICHMX HOTOXOPAATbHUX
MyXJIMH, 010TICIsI HE PEKOMEHIYEThCS, SIKIO YpaKCHHSI HE 3MIHIOETHCS B TUHaMiti. st XopaoMu
PEKOMEHIYEThCS TIepeonepalliiiHa TOBCTOTOJIKOBA a00 TpemaHOioncis, a OioNCIMHMN KaHaj
MOBMHEH OYyTH BKIIOUYEHHNW B XIpypriuHy pesekmito. Jlis XopaoMu OCHOBU depena
nepenonepailiifHa 610mcisi He PeKOMEHY€EThCS, SKIO MyXJIMHY HEMOXKIUBO JOCATTH JETKO abo
0e3medHo, abo SIKIIO iICHY€ BUCOKHU pu3MK BHCiBY myxiuHHHX kimituH [V, C] (87). IlouaTkoBa
CTa/iisi TOBUHHA BKIIIOUATH 300pakeHHs nepBUHHOI nutstHku, MPT ockoBoro Bimminy xpedra, KT
IPYAHOI, YEPEBHOI IOPOKHUH Ta Ta3zy.

Jlikysanus

Pesekuis en bloc (RO) € pexomMeHIOBaHMM JIKyBaHHSM TEPBHHHOTO JIOKaJIi30BaHOTO
3aXBOPIOBAHHS, SIKIIO 116 MOXKJIMBO Ta HACJIJIKA MPUUHATHI JU1st mamienta [V, B].


http://www.thelancet.com/journals/lanonc/article/PIIS1470-2045%2814%2971190-8/abstract
mailto:support@chordoma.org
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JU1s KpUKOBOI XOpJIOMH OIIEPALIIIO CJI1J] 3aIIPOIIOHYBATH SIK IEPIIUI BUOIp y pa3l ypaKeHb,
10 BUHUKAIOTh Ha PIBHI 4-T0 KPUKOBOTO XpeOLs 1 HUK4YE. XIpypriuHe BTpYUYaHHS 3aBXKIU CIILT
00rOBOPIOBATH B KOHTEKCTI 1HIINMX aTbTEPHATHB y MTyXJIHMH, 1110 BUHUKAIOTH BUIIE 3-TO KPIXKOBOTO
Xpeb1sl  (CIMHHOMO3KOBOTO HEpBA), BPaxOBYIOUM HEBPOJIOTIYHI HACHIAKW, TMOB’A3aHI 3
xipypriuHoro pesekuiero [IV, B].

Jlis XOopZIOM OCHOBM Yepena Ta BEPXHbOI'O BIJAUTY IIMWHOTO TpakTy pesekuis RO (3
HEraTUBHUMU KpasiMH) MOxe OyTH BHKOHaHa Jy’Ke piiko, ToMmy pesekuis R1 (MikpockomiuHO
MMO3UTHUBHI Kpai) moBUHHA OyTH MeToto omnepariii [V, B]. Ax’toBantny [T 3aBxau ciig po3risaatu
MIpU XOpAOMax OCHOBM Yeperna Ta IMHHOro BIALTY XpeOTa, a TaKoXK MpU KPHKOBIM Xopaomi Ta
XOpAOMI PyXOMOi YacTHMHM XpeOTa 3 KpasMu pesekiii R1.

Sxuio pesexuisa en bloc RO HeMoxkuBa, naiieHT HeonepabeabHU a00 XipypriuHi HACII KU
HETIPUUHATHI U1 marieHTa, aiapbTepHaTuBoto € IIT (0e3 Bumanenns) [V, C]. Uepes BiIHOCHY
pamiaiiiHy CTIHKICTh XOpJIOM HEOOXiAH1 BUCOKI n03u (He meHmie 74 I'p). Tepamis BaXKUMU
YaCTMHKaMHU JI03BOJIE€ IMIJIBUIYBAaTH J03Y 3 MOKpPAIEHHSIM JIOKaJbHOTO KOHTPOJs Ta
BIDKMBAHOCTI, 1 11 cIIi po3risaaTu sk JikyBanHsa Bubopy [II, B] [88,89]. ®otonHe onpomiHeHHS
MO>ke OyTH 3alpOIIOHOBAHO, KOJIM ONTUMAaNIbHA 7034 /Ul BOTHUILA ypaXXeHHs He OyJie KpUTHYHOIO
st opraniB pusuky [V, B]. IIT moxxna mpoBoautu micis omepariii abo mepea omepaiiero 3
nicasionepaniiHuM MOCUIICHHSIM.

[Tpu JIP xopaoMu MOKa3HWKH BHKWBAHOCTI HAJ3BUYANHO HU3BKI, a JIOKAJIbHUM KOHTPOJIb
pinko gocsaraetbes. Y Bumnanky JIP, mikyBaHHS MO)Ke BKJIIOYATH XipypriuHe BTpydanHs 1a/abo 1T,
Ta/ab0 paaiovacToTHy a0, Ta/abo KpioTeparito, Ta/abo CUCTEeMHE JIiKyBaHHS (OamaHc Mix
3aXBOPIOBAHICTIO, SAKICTIO XKHUTTS Ta OUIKyBAaHUM KOHTPOJIEM 3a MPOrpecyBaHHsIM XxBopoou) [90].

Jljis  OJiroMeTacTaTUYHOIO 3aXBOPIOBAHHS B OKPEMHX BHIIQJIKAX MOXKHA PO3IIISIHYTH
xipypriuae BTpy4anus, PUA, kpiotepamito abo crepeorakcuuny I1T. XT nHeakTuBHa 1, K IpaBUIIO,
He pekoMmenayethes [V, D]. [lpu 3BudaiiHiii Xop1omi € monepeaHi JaHi Ipo aKTUBHICTH 1HT101TOPiB
pelenTopiB emiaepMaibHOro (pakrtopa pocTy, 1 Il areHTH 3apa3 JOCTIKYIOThCA B KITHIYHUX
nocnimkenHsx. [ariditopu EZH2 (Enhancer of zeste homolog 2) mpoaeMoHCTpyBaiy HOMEpeIHIO
akTuBHICTH Y INI1-HeraTuBHil, morano audepeHIiioBaHIi XOpAOMi.

Pexomenoauii

o Jlms mATBEpIKEHHs JlarHO3y HACTIHHO PEKOMEHIYEThCSA OIlIHKA sIepHOI eKcmpecii
Brachyury y 3Buuaitniit xopaomi [V, B].

* XipypriuHe BTpy4aHHs CIIiJ 3alPONIOHYBATH, SIKIIIO XOpJIOMa BUHUKAE 3 S4 1 HIKYE, a0o
00OTOBOPIOETHCS B KOHTEKCTI 1HIUX allbTePHATHUB JIKyBaHHS MPH MyXJIMHAX 10 BUHUKAIOTh BUIIE
S3 [V, B].

* Pesekiist R1 a6o R2 3 nonaBanusaM Bucokono30Boi I1T € MeTogom BUOOpY AJIs JTiKyBaHHS
XOPJIOM OCHOBH Y€peria Ta BEpXHiX BB MUHHOTO TpakTy [V, B].

* [Tokazannsmu s ocratounoi 1T e 3axBoproBanHns, npu sikux pesekiis RO abo R1 ne
MOKe OyTH JOCATHYTA 32 BACHOBKOM €KCIIEPTHOTO IIeHTpa (HeonepadenbHi Malli€HTH Ta Malli€HTH
10 BiIMOBJISIFOTHCS BiJl pE3€KIIii 3 MPUYMH HEBPOJIOTTUHUX Michsonepaniiiaux nopymiens) [1I1, B].

* V pa3i penuauBy - JiKyBaHHS BKIIO4Yae XipypriyHe BTpyuyaHHsi Ta/a6o IIT, Ta/abo
cuctemHy (tapretny) teparito [II1, B].
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INTAHTOKJIITHHHA ITYXJIMHA KICTKH (I'KII)
3azanvui gioomocmi

Jlokanpuuii peruaus npu I'KII 3yctpiyaersea g0 50% Bumaakis, Npu HbOMY MOMIMPEHHS
Ha M sIKl TKAaHWHU € HalOLIbII BILTMBOBUM MporHocTuyHUM (paktopom. o 5% I'KII meracrasyrorsb
B JIereHl, 4YacTo 30epiraroud Kiacu4yHy Mopgororito, Toal sK TpaHchopmallis B 3JI0SKICHE
HOBOYTBOPEHHS BUCOKOI'O CTYIIE€Hs Moke BigoyBatucs y 1% - 3% nanientis. [lepBunHa 3105KiCHA
I'KII 3ycTpivaroTbest HAI3BUYAWHO PiJIKO.

Ak 3Buuaiini, Tak 1 3mosikicHi ['KII Big3HauaroThesa mytarieto B reHi H3F3A, BusiBnenHs
SAKO1 MOK€ JIOTIOMOI'TH B TU(epeHIIiHIN 1arHOCTHULIl, 0COOIUBO 3 OCTEOCAPKOMOL0, 30arayeHor0
riradTchkumMu KmituHamMu [91]. JleMoHcTparis saepHoi ekcropecii myTtaHTHoro Oinka G34W
H3F3A 3a nonoMoroo iMyHOTricTOXiMii 3a0e3reuye ONTUMaNIbHY A1arHOCTHKY.

Komenmap poéouoi zpynu: ['KII ne 6ionocamuvcs 00 3710AKIiCHUX HOB0YMBOPEHb KICMOK,
ane mae azpecusHuti micyesuii nepebie. Poboua epyna pexomenoye xnacugikyeamu I'KII 3a
paodionociunumu Kpimepiimu 3anpononosanumu Campanachi.

Peumeenonociune cmaoiroeannus I'KII 3a Campanachi™

Cmaois 1 - Meoica midic nyxnunor ma 300p08oio Kicmkow mae yimki medici. Kopmuxanvruii
wap He ypasceHuu

Cmaois 2 - [lowupene nimuune socruwe. Kopmuxanvnutl wap cmoHueHul, MoAiCIUBe 1020
30ymmsi 6e3 nopyuleHHs YiliCHOCMA.

Cmaois 3 - BocHuue 6e3 yimkux medxc 3 po3puU8oM KOPMUKAIbHO20 Wapy ma ¢opmy8arHHMm
M SAKOMKAHUHHO20 KOMNOHEHMY

Jlikysanus

BapianTu 1nikyBaHHS BKIJIIOYAIOTh BHYTPIIIHBOBOTHMILIEBHM KIOpETaX 3 JOMOMIKHOIO
Tepariero abo 6e3 Hei, Ta BuciueHHs en bloc [IV, A], mo € 6amancyBanHsaM MK pu3ukom JIP Ta
JIOBTOCTPOKOBHUM (DYHKITIOHAIBHUM pe3yJbTaToM. BoHM OyJv OIiHEH] B KIJTBKOX MPOCTIEKTHBHUX
nociimkenHax [92,93]. Jlenocymal - JrOACbKE MOHOKJIOHAJIbHE AaHTUTLIO JI0 aKTHBaTopa
petienitopa saepHoro ¢gakropa kamma B (RANK)-miranay (RANK-L), sxuii, sk BiJoM0, HAAMIpHO
excripecyetbesi B I'KII, € crangapTHUM JIiKyBaHHSIM MpU HeorepabeabHuX abo MEeTacTaTHYHUX
I'KIT [III, A] [93, 94, 95]. Moro BHKOpHCTaHHS B MEpeNONEPALiiHUX yMOBAX y BHIAJKaX, sKi
MOTEHIIIMHO MMIIA0ThCSA PE3EKIlli 3 BHCOKOI BIPOTIIHICTIO, OOTOBOPIOETHCS 1 Mae OyTH
3ape3epBoBaHo i ckianaux Bunaakie [II, C] [96]. IcHye Bce Ounble Aoka3iB IO, SKIIO
NeHOCYMa0 BUKOPUCTOBYETBHCS TIepes] orepariielo (BUCKOOMIOBaHHAM (KIOpETax), XipypriuHe
BTpYyUYaHHs HaliKpaiie MpOBOAUTH Yepe3 KiJIbKa MICSIIIB MiCIs EPIIIOTo BBEICHHS, X04a HAHOUTbIIT
MiIXOMsIIa TPUBAICTh TMepeornepalifHoro JikyBaHHs e He BcraHoBieHa [V, C] [93,94].
OnTtumanbHui Tpadik Ta TPUBATICTH JIKYBAaHHS JEHOCYMaOOM y METaCTaTHUYHUX a00 XipypriuHo
HeBwiikoBHUX ['KII Takox HEe BH3HAUYEHO, a MOKJIMBI JIOBIOCTPOKOBI MOOI4YHI edeKTu J10ci B
ocHOBHOMY HeBizioMi. [lomepenni gani cBiguaTh Mpo Te, IO MEPEepUBaHHS JEHOCYMaly MOXe
CYNpPOBOJKYBATUCS TPOTPECYBaHHAM 3axBOproBaHHSA. HeoOXiTHO KOHTPOIIOBATH TMOTCHINIHI
no6iuHi edekTr (0OCTEOHEKPO3 MIENIENH Ta aTUMNOBI repesioMu). OCTEOHEKPO3 MIETIENH € HEYaCTUM,
ajie BAXXKUM 1 OOMEXYIOUHMM JIIKYBaHHS MOOIYHUM epeKToM aeHocyMady. MokHa pO3TIsSHYTH
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MO>KJIUBICTH MOBTOPHOI'O JIIKyBaHHA JIEHOCYMaOOM y mamieHTiB 13 nporpecyroyoro ['KII micns
mikBiganii uporo yckiagneHus [IV, C] [97] Cucrtemue nikyBanHsa Metactaruunoro ['KII,
pedpakTepHoro /10 AeHocyMaly, Ma€ BIMOBIIaTH MPOTOKOIY OCTEOCAPKOMHU.

Pexomenoayii

* Bapiantu gmikyBanHa ['KII Bxmouators BuciueHHs en bloc [IV, A] Ta
BHYTPIIIHOBOTHUILIEBUI KlopeTax 3 abo 0Oe3 aj’l0BaHTHOI Tepalii y peTeabHO BIIIOpaHUX
Bunajakax [V, C].

* JleHocyMab € cTaHZapTHUM METOJIOM JIIKYBaHHS HeomnepadeabHOro ab0 MeTacTaTUYHOTO
['KII [III, A].

* Bukopucrtanus neHocymMaly B nepegonepauiinux ymosax juist I'KII siki moteHuiiHo
MOXYTh OyTH pe3eKkTa0elbHUMH 3 BHCOKOIO BEpOTIAHICTIO, OOrOBOPIOETHCA 1 Mae OyTH
1HUBIIyaTi30BaHUM 1 3ape3€pBOBAHUM JJisi CKJIAJHUX BHUMAJAKIB MICIS MDKIUCIUILIIHAPHOTO
obrosopenns [I1, C].

BEPETEHOIIOAIGHI/TINIEOMOP®HI CAPKOMHM KICTKH BHCOKOI'O
CTYHEHA 3J1I0AKICHOCTI (IIC)

Jlikysanus

Crpareris JiKyBaHHS Ta CIIOCTEPEKEHHS IMITY€E CTpATErito JIIKYBaHHS Ta CTIIOCTEPEIKESHHS
ocTeocapkomH, 3 XT 1 MOBHOK pe3eKIlieo en bloc, BKIIOYAIOUN OYIb-SIKUHA KOMIOHEHT M’ SIKUX
tkanuH (IV, B). [98,99]. TIT moxHa po3risaaTt mpu HeonepadeIbHUX YPaKEHHSX.

CnocmepedicenHs

[lomanpie cnoctepekeHHs 3a MEPBUHHUMH MYXJIHMHAMH KICTOK BHCOKOTO CTYIICHS
3JI0SIKICHOCT1 Ma€ BKJItOUaTh (izMuHe 00CTEKEHHS, 300paKeHHsI TTOTIEPEYHOTO 3pi3y Ta 3BHYANHY
penTreHorpamy nepBuHHOI AuTsTHKHA (a00 MPT a6o KT) pasom i3 perrrenorpadiero/KT rpyaHoi
kiiTku. CyBopl peKOMeHaIlii He MOXXyTh OyTH HaJaHi 3a BIACYTHOCTI OyIb-IKuUX OQIIIHHUX
NEPCIIEKTUBHUX JOCTIPKEHb Ta B KOHTEKCTI PI3HUX AYMOK Yy eKCIepTHil rpymi. PekomennoBana
MOJIITUKA TOJANBIIOrO CIOCTEPEKEHHS MOKE BKIIIOYATH OINHKY Immicis 3aBeplieHHs XT,
PUOIU3HO KOXKHI 2-3 MICSI MPOTITOM IEepImxX 2 pOKiB, KOXKHI 6 MICSAIIB MPOTATOM 3-5 POKIB,
KOXHI 6-12 MicsiiB 11 pokiB 5-10 1 motim koxHi 0,5 -1-2 poku BIAMOBIAHO 10 MiCIIEBOi TPaKTUKH
ta 1HmMUX ¢akTopiB. KT TpyaHOi KIITKH, SKIIO BHKOPHUCTOBYETHCS 3aMiCTh peHTreHorpadii
TPYJIHOI KIIITKH, CII1J MPOBOAMTH 3a JOTIOMOTOI0 HU3bKHUX 703 paialliiHuX METO/IIB, OCOOIUBO Y
TMAIlIEHTIB MOJIOJIOTO BiKY.

VY pasi myxJIMH KICTOK HHU3BKOTO CTYIEHS 3JIOSIKICHOCTI 4acTOTa MOBTOPHUX BiJIBilyBaHb
MO’Ke OyTH HIDKYOIO (HAPUKIIAJ, TPOTATOM 6 MICSIIIB IPOTATOM 2 POKiB, a MOTIM 1opiyHO). [Ti3Hi
MeTacTasu, a Takox JIP Ta ¢yHKIIOHAJIbHI TOPYIIEHHS MOXKYTh BUHUKATH uepe3 10 pokiB micis
BCTAHOBJICHHS J1arHo3y, 1 He ICHY€ 3arajlbHOBH3HAHOI TOYKH 3YNMUHKU CIIOCTEPEKEHHS 3a
MyXJIUHOIO.

BaxmBo omiHuTH JO0BrocTpokoBi TokcuuHi edextu XT, xipypriunoro BTpydanas ta I1T
JUTSI BUTIKYBAHUX IMAIIEHTIB, BPAaXOBYIOYH YacTOTY Mi3HIX YCKJIaJIHEHb, OCOOJMBO JJIs TAII€HTIB,
SIK1 JIIKYIOTBCS SIK JITEH, MTITKIB Ta MOJIOAUX JOPOCIHX, 3aJ€KHO BiJl MPOTOKOIY, 1 MOAAIBIIE
CTHIOCTEPEXKEHHS Ma€ OyTH y MOETHAHHI 3 KJIIHIKOIO BHKUBAHOCTI, SKIIIO BOHA JOCTYIIHA.



30

Bropunnuii pak Mo>ke BUHUKHYTH y THX, XTO IIOB’sI3aHUM 3 ONPOMIHEHHSAM a00 HE3aJIEHKHO
Bii HbOro. BropuHHUI J5e€iKk0o3, OCOOJMBO TOCTPUM MIETOIAHUM JIEWKO3, PIAKO MOXKeE
cnocrepirarucs micas XT, Bxe yepe3 2-5 pokiB micid JdiKyBaHHs. llamieHTn 3 cuHapomMamu
CXMJIBHOCT1 /10 paKy MOTpeOyrOTh CHEIiali30BaHOr0 JMUCIIAHCEPHOTO CIIOCTEPEKEHHS pa3oM 13
TE€HETUYHOIO EKCIIEPTHU3010.

Pexomenoayii

o [lomanpme cnoctepexkenHss 3a IIIIK BucOkoOro cTymneHs 37I0SKICHOCTI MOXKe
BKJIIOYATH (i3MKallbHE OOCTEKEHHS, Bi3yaii3alito nepBuHHoi AuUIHKN (200 MPT abdo KT) pazom
13 pentrenorpadiero/KT rpyanoi kmitku [V, B].

. Hactynne cnocrtepekeHHs, IO PEKOMEHIYETbCsS, MOXe IepeadadaTH 1HTEpBaIU
MpUOIU3HO KOXKHI 3 MICALl NPOTATOM MepUIMX 2 pOKiB; KOXKHI 6 MICALIB IPOTAroM 3-5 pOKiB;
KOXkHI 6-12 MicauiB npotsiroM 5-10 pokis, a notim koxHi 0,5-1-2 poku [V, B].

. [Tpu IIIIK HU3BKOro CTyIeHs 3M0SKICHOCTI (MICIIEBOArPECUBHUX J0OPOSKICHUX
MyXJIMH) YacTOTa MOBTOPHUX BIABIAYBaHb MOXeE OyTH HUKUYOIO (HAMpHUKiIaa, 6 MICALIB IPOTATOM
2 pokiB, MOTIM 1mopiuHo) [V, B].

. Crip o1iHIOBaTH AOBrOCTPOKOBI TOKCHYHI edpekTr XT, XipypriyuHoro BTpy4aHHs Ta
1T, a Tako MPOOBKYBATH MOHITOPHUHT BiAJAIEHUX €(DEKTIB MPOTATroM OuibIl HixK 10 pokiB micis
JKyBaHHS, 3aJIeXHO Bij mpotokoiny [V, B].
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