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NEPEJIMOBA MYJbTUAUCHUILIIHAPHOI POBOYOI I'PYIIN.

Jana xminiyHa HactaHoBa (KH) pospobnena BiamoBigHO 10 MeTOauku po3poOKH Ta
BIPOBA/PKCHHS MEIUYHUX CTaHIApTiB MEAMYHOI JOIMMOMOTH Ha 3acajax J0Ka30BOI MEIAHIIMHH,
3arBepkeHoi HakazoM MO3 Vkpainu Big 28.09.2012 Ne 751 «IIpo cTBOpeHHS Ta BOPOBAHKEHHS
MEJIMKO-TEXHOJIOTTYHUX JOKYMEHTIB 31 CTaHAapTU3allii MEIUYHOi JIOMOMOTH B CHCTEMI
MiHicTepcTBa OXOPOHH 30pOB’sl YKpaiHW», 3apeecTpOBaHUM B MIHICTEpCTBI IOCTHIIT 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 KiiHIYHOi HacTaHoBU Bone sarcomas: ESMO-
EURACAN-GENTURIS-ERN PaedCan Clinical Practice Guideline for diagnosis, treatment
and follow-up, 2021. Oxpemi po3aiau JOMOBHEHI PEKOMEHIAIIIIMHA METO/I0JIOTIYHOIO MOCIOHNKA
Linee guida siot la diagnosi ed il trattamento del hondrosarcoma, 2011 HarionaisHoi cuctemu
KIiHIYHAX HacTaHoB ITamii (Www.snlg.it)

Pexomenantii kBamiQikyoThcs Ha piBHI gokazoBocTi (I — V), cuna pexomenarii (Big A 10
E). Opnak, y 1mpoMy JOKYMEHTI uepe3 CKJIQJHICTh ab00 HEMOXJIUBICTh TMPOBEIACHHS
PaHIOMI30BaHUX KOHTPOJIbOBAHUX JOCIIKEHb, JOMOMIXHA JIiTepaTypa MOBHICTIO CTBOpPEHA 3
PETPOCTIEKTUBHMX JIOCII/KCHD «BUTIAJ0K-KOHTPOJIBY Ta 0OCEpBaIlifHUX JOCIIKEHB, 30KpeMa 3i
CIeliali30BaHUX YCTAHOB sIKI CHCTEMAaTHYHO JOKYMEHTYIOTh Ta apXiBYIOTh BUITQJIKH JIIKYBaHHS.
Leit qoxkyMeHT OyB HallpaBJICHUN Ha PO3TJIA]] €KCIIEPTHOI IPYNH Ha HallioHaIsHOMY piBHI (ITamis),
11100 OLIHUTH SKICTh, KIIHIYHE 3HAYEHHS Ta 3aCTOCOBHICTh PEKOMEH Ialliii. 30BHIIIHI ayJUTOPH €
npeAcTaBHUKaMU HarioHanbHUX pedepeHTHUX IIEHTPIB JIarHOCTUKH Ta JIKyBaHHS IyXJIUH
KICTKOBO-M5130BO1 CHCTEMH, 1 € (haxiBISIMU B METOOJIOTIi KiIiHIuYHUX gochimkeHs GLOBE.

Jlana KH H©He mnoBHMHHAa pO3IIHIOBAaTUCh SIK CTaHAAPT MEAUYHOTO JiKyBaHHS. lle
pexoMeHAaliifHMIA TOKYMEHT, 10 0a3yeThCs Ha y3araJlbHEHOMY CTpaTeriyHoMy OadeHHI MO0
Cy4acHOT'O PO3BUTKY Tay3l 3 OpraHizallii MEIMYHOI JOMIOMOTH IPH NEPBUHHUX HOBOYTBPEHHSIX
KICTOK OKpiM ocTeocapkoMu Ta capkomu FOiara. KH npusHadena s mpakTHKYHOYHX JiKapiB, SKi
HAJAI0Th MEIMYHY JIOTIOMOTY, HAYKOBIIIB, OPTaHi3aTOPIB OXOPOHHU 3/I0POB’ s, IHIIHMX 3aIlIKaBICHUX
y TiJBUIIEHHI SIKOCTI METUYHOT JTOTTOMOTH.



PIBHI IOKA30BOCTI TA OIIHKA PEKOMEH AN

PiBHi noka3iB

V.

Jloka3u TpUHANMHI OJHOTO BEIWKOTO PaHIOMI30BAaHOTO KOHTPOJIHOBAHOTO
JOCII/DKEHHST 3  XOPOIIOK  METOJOJIOTIYHO  SKICTIO (HU3BKUM  TOTEHIlIAN
yIepeKeHOCT1) abo MeTaaHaizy Jo0Ope MPOBEACHUX PAHIOMI30BAaHUX JOCITIIKEHB
0e3 HEeOHOP1THOCTI

Heenuki pangomizoBaHi TOCHTIKEHHS ab0 BEJIWKI PaHIOMI30BaH1 JOCIHIKEHHS 3
M1J03POI0 Ha YNEPEeIKEHICTh (HMK4Ya METOAOJOrYHA AKICTh) a00 MeTaaHali3 TaKhX
JOCTIIXKEeHb a00 TOCIIKEHb 3 TPOJEMOHCTPOBAHOIO HEOTHOPITHICTIO

[TepcrieKTUBHI KOTOPTH1 JOCIIIKEHHS

PerpocniekTuBHI KOTOPTHI AOCTIHKEHHS 200 JOCHTIKEHHS “KEeHC -KOHTPOJIb

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

Pexomenpaniiini oninku

HamonernuBo pekoMeHIyI0ThCsl Baromi J10ka3u €(EKTUBHOCTI 3 ICTOTHOO KIITHIYHOIO
KOPHUCTIO

3araioM peKOMEHAYIOThCSl CHIIbHI a00 TOMipHI J0Ka3u e(EeKTHUBHOCTi, aie 3
00MEKEHOIO KIIHIYHOIO KOPHCTIO

HenmocTaTHi 1oka3u e(heKTUBHOCTI UM KOPHCTI HE MEPEBaKAIOTh PU3UK a00 HEJOJIKH
(HecTIpUATINBI 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
3axBOpIOBAHHICTH Ta emigeMioJiorist

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

XoHapocapkoMa € HaWyacTIIO CapKOMOK y  JOpociioMy  Bimi  ("acrora:
~0,2/100 000/pik), 13 cepeiHIM BIKOM Ha MOMEHT BCTaHOBJICHH AiarHo3y Bix 30 g0 60 pokiB 1 6e3
nepeBakanus crarti  [1]. JemudepenmiiioBana xonapocapkoma (JIXC), wme3eHxiManabHa
xonzpocapkoma (MXC) 1 CBITJIOKIITHHHA XOHIPOCAPKOMA € HAJ3BUYANHO PIAKICHUMH ITiITUTIAMH
xoHzpocapkomu 3 dYactoror <0,1/100 000/pik. Ilo3ackenmeTHa MIKCOiHA XOHIpPOCApKOMa,
CIIOYATKy BBaXkaiacs XpALIOBOIO HEOIUIa3MOI0, HE JEMOHCTpye IU(EpeHIIIOBAHHS Xpsila 1
KIacuikyeTbcs SK ME3CHXIMallbHa NyXJWHAa HeBU3HaueHoi audepenmiamii. Ile oxorieHo
KJIHIYHUMH HACTAHOBAMHU I0JI0 CAPKOM M’SIKMX TKaHMH €BPOIENWCHKOr0 TOBAPUCTBA MEIUYHOT
OHKOJIOTii — €BpOMENChKOI TOBIIKOBOI Mepeki I PIAKICHUX COJIJIHUX HOBOOYTBOPEHb —
€BpOIEHCHKOI TOBIAKOBOI MEpEXi isg CHHAPOMIB pH3UMKY reHeTnuHux mnyxiuH (ESMO-
EURACAN-GENTURIS) [9].

3BUYAliHI XOPAOMH 3yCTPIUalOThCS HABITH PiAlIe, HIX 1HII TUMU KICTKOBUX MyXJHWH, 3
gactotoro npudim3Ho 0,08/100 000/pik 1 cepeaHiM BIKOM Ha MOMEHT BCTAHOBJICHHSI JiarHo3y 60
pokiB. CmocTepiraeTbcsi He3HayHe TepeBakaHHSA  4YojoBikiB. JlenudepenmiiioBani Ta
ManoauepeHiiioBaHi XOpAOMHU € HaA3BUYaHO piakicHumu miarumnamu [1,10].

liranTokaitunna nyxjuHa Kicrku (I'’KII) € nokanpHO arpecMBHOIO, PIAKO METacTas3ye 1
CTaHOBWTB 5% MEPBUHHMX MyXJIMH KICTKH 3 yacTtoToro ~1/1 000 000/pix [1].

I'KII pigko meTtactasye i 3a3BMuUaii Bpa)ka€ KiHII JIOBFUX KICTOK, aje TaKOXK BHHHUKAE B
OChOBOMY CKEJIETi, 0COOIHMBO 3 KPHIKIB 200 TiJ1 XpeOIIiB.

Beperenonoaioni/miueomopgHi capkoMu KiCTKH BUCOKOr0 ctynens 3JoskicHocti (IIC)
€ TEeTEepOreHHOI0 TPYIOI0 TEPBUHHHMX 3JI0SKICHHMX IyXJWH KICTOK, SKI HE BIAMOBIAAIOTH
TICTOJIOTIYHUM KpPUTEPIsIM  OCTEOCApKOMH, XOHApocapkomu abo capkomu FOinra [11].
HenudepenmiitoBani mieoMopdHi capkoMu KiCTKH € JIarHO30M BUKIIOYEHHS, OCKUTLKH BOHU HE
MaroTh ineHTu(dikoBaHoi JiHii gudepeHiitoBanHs. HeoOXiqHO MPOBECTH EKCHEPTHHM OIS
MaToJIorii, MO0 BUKIIOUNTH 1HII PIIKICHI BHINE3TaaH] TUITH CAPKOM.



JliarnocTuka

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

3aranbHa J1arHOCTUYHA CTPATeTis AJIs BCIX KICTKOBUX MyXJIMHHUX YPaXEHHAX MMOKa3aHa Ha
pucyHky 1. HasBHICTH CTIHKOrO 1 4acTO HPOTPECYIOUOr0 HEMEXaHIYHOro OOJII0 B KICTKAX,
NepeBakHO B HIYHUI yac, Ma€ CIIOHYKAaTH IO pEHTT€HOJIOT4HO1 oLiHKN. HaOpsk 1 pyHKIIOHAIBHI
MOPYIICHHSI MOKYTh OyTH MPUCYTHIMH, SKIO MyXJIMHA TMOMHAPHIACH Yepe3 KOPTUKAIBLHUN map i
pO3TATHYJIA OKICTSA, ajie 4acTo ¢ Mmi3Himi o3Haku. JludepeHmianbHl JlarHO3M BKIIOYAIOTh
OCTEOMIENIT, TOOPOAKICHI MYXJIMHU Ta METACTa3U B KICTKU, BCI 3 SIKUX MEPEBUIIYIOTh KUIBKICTh
MEPBUHHUX capKoM. JliarHo3 Mo’ke 3ajie’kaTu Bij BiKy Malli€eHTa. Y MaIli€eHTIB MOJOJIIE 5 POKiB
JECTPYKTUBHE Ypa)KeHHS KICTOK MOKe OyTH 1HTEpIPETOBAHO MEpPEBaKHO ab0 K MeTacTaTUYHa
HelpoOiacToma, a0o sIK TicTIONUTO3 13 KIiTUH Jlanrepranca. J{ns maii€HTIB BIKOM >5 pOKiB
WMOBIPHICTh MEPBUHHOI capkoMu € BUlor0. [Ticis 40 pokiB HailuacTile 11arHOCTYIOTh METacTa3u
B KICTKH Ta MIEJIOMY.

bioncito 3a migo3pu Ha nepBuHHy nyxiauHy Kictku (IIIIK) moBuHHa mnpoBoguTu a6o
xipypriuHa Opurana, sika OyJe MpPOBOAUTH OCTATOYHY PE3EKLII0 MyXJWHHU, abo creriaibHul
IHTEpBEHIIHUI panionor micis oOroBopeHHs 3 Xipyprom [12]. JIns Tux mnaiieHTtiB, 4uid
MaTOJIOTTYHUH Jl1arH03 OyB OTpUMaHUM 3a MekaMu peepeHTHOI Mepexi, MaToJ0roaHaTOMIYHUN
ornsig y pepepeHTHOMY IIEHTpl CapKOMH € OOOB’S3KOBUM. Y OLIBIIOCTI MAIi€HTIB Oiormcis
CTPW)KHEBOIO (TOBCTOIO) TOJIKOIO, 3pOOJIeHa TIiJi KOHTPOJEM Bizyaiisaiii, € BiJANOBITHOIO
albTEPHATUBOIO BIAKPUTINA Oilomcii. 3a0pyHEHHS HABKOJHWIIHIX TKAaHWH Mae OyTH 3BEIEHO 10
MIHIMYMY, 1 3aBXId Mae OyTh 3a0e3rnedeHo JOCTaTHIM Oaratopa3oBuii BimOip 3pa3KkiB
pENPE3eHTaTUBHUX UITHOK. 3a MOTPeOM CIiJl MPOBECTH BIAKPUTY OIOTMCII0 3a JOMOMOTOIO
MO37I0BKHBOTO po3pi3y. IIpu arpecuBnux i 3m0skicauX 1K GiomnciiiHuii TpaKT 1 KaHAIH, Yepe3 sAKi
PO3MIIIEHO JpeHax, MTOBUHHI BBAXKATUCS MOTEHIIHHO 3a0pyIHEHNMH, a 3TOJIOM iX CJiJ BUIAIUTH
pazoM i3 pe3eKI[IHHUM 3pa3KoM, 100 3BECTH 10 MIHIMYMY PH3HK JIOKajdbHOTO peuuauBy (JIP).
Tomy OilomciitHi TUISXW TIOBUHHI OyTH 4YITKO TIIO3HAYEHI, M00 TapaHTyBaTH, IO Micle
po3TairyBaHHs OyJi0 po3Mi3HaHE MijJ Yac OCTATOYHOI MpoIeaypH. Y pasi ypakeHHs XpeOTa ciif
YHUKATH JaMIHEKTOMIl abo JeKoMIipecii, 32 BUHATKOM BHUIIAJIKIB, KOJIU 1€ HEOOX1THO IS 3HATTS
KOMITpecii CIIMHHOTO MO3KY, a B3SITTS 3pa3KiB TKAaHHMHH HEOOXITHO TMPOBOJIUTH MPHU OyIb-AKii
migo3pi Ha IIK. [icrosnoriudi 3pa3ku MOBHHHI OYTH 1HTEPIpPETOBaHI JOCBIMYCHUM ITaTOJIOTOM
KICTKOBHX TMYXJWH y CIIBIIpaIli 3 PEHTICHOJOINOM Ta OOTOBOPEHI B MYJIbTHIUCITUIIIIHAPHINA
komauzi (M/IK).

31 30UIBIIEHHSIM MOKJIMBOCTEH TOYHOI MOJIEKYJISIPHOI JIarHOCTHKHU 3pPa3Ké CIiJ| IIBUIKO
HaJaBaTH JUIS MaTojioroaHaToMivyHoil omiHKK [13]. 36ip cBikoi MIBHAKO 3aMOpPOXKEHOI TKAaHWHU
320X0YY€ThHCS, MO0 MOAO0IATH MOIMIKOKEHHS HYKJICTHOBUX KHCIIOT Y pe3yNbTaTi JeKanbIudikaiii
Ta 3a0€3MeYNTH MOAAIIBITY MOJICKYJISIPHY OIIHKY.

XapakTep KICTKOBOTO 3pa3Ka, OTPUMAHOTO Ui 3BITY MPO MATONOTi0, MOBUHEH OyTH
3aikcoBaHuit (TOOTO TONKOBa OIiOMCist, KopeTak a0o BHUCIYEHHS). 3a3BH4ail HEoOXiTHO
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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. THUN TyXJIWHU Ma€ OyTH JIarHOCTOBaHWM BIAMOBIAHO JO OCTaHHBOI Bepcii
Kiacudikaiii myxJIMH M’ IKHMX TKaHUH 1 KICTOK BcecBiTHBOT opranizariii oxoponu 310poB’ st (BOO3)
(2020) [4]. BaxmmBo 3a3zHauuTd, mo aia [IK ricTioTHn BU3HAYAa€ThCS pa3oM 31 CTyNEHEM
37I0SIKICHOCT1, 32 HEBEJIMKOI KITBKICTIO BUHATKIB [4]. Pe3ynbraTé JOMOMDKHUX JOCIHIIKEHb
(HampuKIad, IMyHOTICTOXIMIisI a00 MOJEKYJISIpHI OLIHKH) MOBUHHI OyTH MOCIHIKEHI, KOJH 1€
HeoOx1aHo. [Ipuknaau BKII0YaroTh BUSBIECHHS TPAHCIOKAL(ll B KPYTJIOKIITUHHIN capkomi Ta MXC,
myTartii 1i3orutparaeriaporenasu (IDH1 ta IDH2) y 3Buyaiiniii XxoHapOcapkoMi Ta amIuTidikaIiio
MDM?2 npu napocTaibHiil Ta IHTpaMeAyIsIpHIM OCTE0CAPKOMI HU3BKOTO CTYIEHS 3JI0SIKICHOCTI.
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4 )
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[1ix yac pe3ekiii NEpBUHHOI MyXJIMHU JJIs1 XIPYPriYHUX 3pa3KiB CIIJl pEECTPYBATU PO3MIP
MyXJUHU B PE3€KOBaHIM KICTIl (IpUHAMMHI MakKCUMalbHUU JlaMeTp, ajleé Kpalle TPUBUMIPHE
BUMIPIOBaHHS, B MM). ¥ 3BITI [IPO MATOJIOTIIO CIiJl ONUCYBATH CTYIiHb JIOKAJIBHOTO MOUIUPEHHS
MyXJIUHYU, BKIIOYAIOYM YPaKeHHS CNEeUU(PIUHUX aHATOMIYHUX BIJJIUIIB M SKHX TKaHHUH 1 KICTOK.
Cnin 3adikcyBatu, yn € kpai pesekiii yuctuMm (RO), mikpockomiuno 3abpyaHenum (R1), um
MaKpoCKomiuHO 3a0pyaHeHuM (R2). V pa3i HeraTUBHUX KpaiB CJiJ BUMIPATH BIACTaHb (Y MM)
MyXJIMHY B1J HAMOIMXKYOro Kparo pe3eKiii, a TaK0XX BIACTaHb 10 HAUOIMKYOrO KParo OCTEOTOMI.
[loBHUI, penpe3eHTaTUBHUN 3pi3 NyXJIMHH, SIK TMpaBUIO, uyepe3 ii HalOUIbIIMil BUMIp IO
MO3/IOBXHINA OC1 BIAMOBIAHO /10 PEHTTEHOJIOTIYHUX 300pa’keHb, MOBUHEH OyTH 3aKiIaJCHUMN s
MIKpOCKoOMii y BUIIIsiAL ciTKU. Lle oco0nuBo akTyanpHO micis Heoa toBaHTHOI Ximiotepanii (XT)
JUTSL OLIIHKH BIJIIOBI/].

Komenmap pooouoi zpynu:

OcHOBHUM Kpumepiem 8CMAHOBIEHHs O0IAeHO3Y NAYIEHM) € 2ICMON02TYHE 0OCMENCeHHS
iHhopmamusHoco Oionciiino2o mamepiany y pegepeHmuux 1abopamopisnx, aKi cneyianizyiomscs
Ha capkomax. Jlikap-namanocoanamom, KUl NPOBOOUMb MOpEhoociuHe  OOCIONHCEHHS.
mamepiany, HnOBUHeH Mamu OO0CMAMHIl 00C8Ii0 8 2any3i NYXAuH KICMOK ma 8i0noeioHe
mamepianvHo-mexuiune oobaaouanua. B Vkpaini icnye auwe Oexinoka aabopamopit, sKi
8I0N0BIOaAOMb OAHHUM BUMO2AM.

Pexomenoauii

* [TouaTkoBe oOcTexxeHHs 3a migo3pu Ha [II1K noBuHHO nmpoBoauTHCS B pedepeHC-1IeHTpl
CapKoOM 1 TOBHMHHO BKJIIOYATH ICTOPII0 XBOpOOW, (hi3MKalbHE OOCTEKEHHs, PEHTTCHOJIOTIUHE
nJociimkeHHs Ta oionciro [IV, B].

* [laronoroanaToMiuHMii IiarHO3 Mae OyTH MOCTAaBJICHHM EKCIEPTOM-TIATOJIOTOM SIKUH
3aiiMaEeThCS TMATOJIOTIE0 KICTOK BiAmoBigHO a0 kKiacudikamii BOO3 2020 poky, i, SKIO IIe
HEOOX1THO, Ma€ MIAKPITIIIOBATUCS JOTIOMIKHUMU JociikeHHsamu [V, Al.

o Jlna micasomnepamifiHuX 3pa3KiB CHiJ OMMCATH PO3MIip MyXJHWHH Ta MICIEBHUH CTYyMiHBb
MIOIITUPEHHS, MICIIE pO3TalllyBaHHS, CTaH XIpyPridyHUX KpaiB Ta BiJICOTOK MATOJIOTIYHOI BiAMOBiAI
Ha niepegonepamniiny XT [V, B].

CraniroBanHsi Ta pakTOpH pU3UKY

BukopucToByeThcsl Kiibka cuUCTeM cTajiiiHoro Bu3HaueHHs KC, mpu mipomy 00’ eqHyr04a
cuctemMa He mpuitHsaTa sk cradgapT. [18,19,20]. IlyxiauHHe HaBaHTaXXEHHSA* 1 HASBHICTH
MeTacTas3iB, SKi MOXHA BHUSBHTH, € JIBOMa OCHOBHMMH (aKkTopamu, sKi BPaXOBYIOTHCS IpHU
KJIIHIYHIHN CTaJii X 3aXBOPIOBaHb. [[71s1 OIIIHKY CTyIIEHS BIJTAJICHOI'0 METacTa3yBaHHS HEOOX1THO
MPOBECTHU 3arajibHe JTOCIIDKEHHS, BKIIOYAIYHM CIIMHTUTPadito KicTok 1 cremianbHy KT rpyaHOi
kiaiTku. MPT Bcworo Tina ta [18F]2-¢drop-2-ne3okcu-d-rimoko3a (FDG)-nmo3uTpoHHO-eMiciiiHa
tomorpadis (ITET-KT a6o IIET-MPT Bce dacriiie BUKOPUCTOBYIOTHCS JIJII BU3HAYCHHS CTaIli
METacTa3iB y KICTKy Ta KICTKOBUH MO30K (BKItowaroum SKip-meracrasu). 3 MiO3pUIUX MiCIb
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MOHa B3SITH JJ0JIATKOBY O10TC1I0 BIMOBIIHO JI0 Bi3yasizailii.

Hemae cneundiunnx nadoparopuux tectiB ais aiarHoctuku IIIIK (oxpim octeocapkomu
JUIA SIKOT XapaKTepHO NIABUIIEHHUM piBeHb JykHOI (ocdara3u 1 JakTaTAerigporeHasu).
[IporHocTnyHi 03HaKM 0a3ylOThCS Ha KJIIHIYHOMY MepeOiry; MaToJNOrIYHUNA TMEeperIoM MOXkKe
MPU3BECTU JI0 TMOLIMPEHHS MyXJIMHHUX KIITHH B HABKOJMWIIHI TKaHWHU 1 30UIBIIUTH PHU3UK

peLHINBY.

*Komenmap pooouoi cpynu: Ili0 nyximunHUM  HABAHMANCEHHAM  PO3YMIIOMb
PO3NOBCI0ONHCEHHA NYXJIUHU MA CMYNIHb 310SKICHOCMI NYXJIUHU.

Pexomenoayii

* Jlis OLIHKM CTYNEHs BiAJaJE€HOrO0 METacTa3yBaHHS ClIiJl MPOBOAMUTU 3arajbHy OI[IHKY
3axBoproBaHHs, BKiodatoun KT rpyanoi kniTku, cuunturpadiro kicrok ta/ado IIET-MPT Tta/abo
IMET-KT, sikmio € kniniuni mokasanus [I11, B].

Komenmap pooouoi zpynu:

V' eimuuznaniii  onxonociunii npakmuyi SUKOPUCMOBYIOMb NONEPEOHIO MINCHAPOOHY
knacugixayiro TNM 6™ edition (6-20 nepeznaody) (ous. Tabnuys 1).

Tabnuya 1. Miscnapoona TNM xnacughixayis nepsunnux 3108KiCHUX NYXAUH KICMOK 6-20
nepeasaoy

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

1A T1 NO MO GlI abo G2
IB 12 NO MO Gl1 abo G2
A T1 NO MO G3 abo G4
1B 12 NO MO G3 abo G4
Il T3 NO MO byos saxe G
V4 byow axe T NO MI byow axe G

Jocepeno: .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.

Haiinommpenimmmy nepBUHHUMH JUISTHKAMU € JTOBT'1 KICTKU, 0COOJIMBO HUKHSI KIHI[IBKA, a
notim Ta3 i pedpa [1,73].

binbmrictes 3BuuaitHux (kimacuunux) xoujapocapkoMm (XC) € JOKanbHO arpeCUBHUMU
HU3BKOTO CTYNEHS 3JIOSKICHOCTI, HEMETacTa3ylounMH NyXJIMHAMHU (aTUIOBAa  XPAIIOBa
nyxJuHa/xoHapocapkoma Gl), Hixk XOHIpocapkoMa BUCOKOTO cTerneHs 3nosikicHocti (G2,3). Hazpa
aTHITOBA XPSIIOBA MyXJIMHA B IAHUH Yac BUKOPUCTOBYETHCS /IS ITyXJIMH, 1[0 BUHUKAIOTh Y JOBIHX
1 TpyOyacTHMX KICTKax KIHIIIBOK, TOAl SK HYXJMHHM OCbOBOrO cCKejieTa (IJIOCKMX KICTKax,
BKJIIOYAIOYH Ta3, JIOMATKY Ta OCHOBY 4Yepera) CJIijJ| Ha3uBaTu XoHapocapkomoro | crynens [4].
binprricTe 3BHYAHUX XOHAPOCAPKOM SIK HHU3BKOTO TaK i BHUCOKOTO CTYIEHs 3JI0SKICHOCTI €
MIEPBUHHUMHU 1 O€pyTh NMOYATOK Y MO3KOBIM YacTUHI KicTKH (1leHTpajbHa XC), X0ua yacTKa MOXKe
BUHHUKATH BTOPUHHO BCEPEIMHI €eHXOHIPOMH (BTOpUHHA IIeHTpajbHa XC) a00 Ha MOBEPXHI KICTKU
B1Jl KOBIayKa B)Ke ICHYIOYOi ocTeoxoHnapoma (BTopuHHa nepudepuyna XC). binpuricte XC €
MOOJMHOKUMH (CONITApHUMHM), aje BOHH MOXXYTh BHHHMKATH Yy BUTJISAII MHOKUHHHX YpaXXeHb Y
HAI[iEHTIB 13 CHHIPOMOM MHOKHHHUX OCTEOXOHJPOM Ta €HXOHAPOMATO30M (€K30CTO3HA XBOPOOa
ta xBopoba Oun'e). Pinko (y 2% BunaakiB) XC MoXe BUHUKHYTH 3 OKICTS HAa MOBEPXHI KICTKH
(nepioctanbra XC). 3BHYaliHI XOHIPOCAPKOMHU 1HOJMI MOXYTh JeAu(EpPEeHIIIOBATUCS B IYyXKe
arpecuBHY CapKOMY BHCOKOT'O CTYIIEHS 3 TOraHKUM MPOTrHO30M; TaK 3BaHi neaudepenuiioBani XC
[4]. Binb pigkicHi miarunu XC BKIIIOYAIOTh Me3CHXIMaNbHY 1 cBiTiokmiTuHHY XC [4,74].

Hiarno3z XC 6a3yetbcsi Ha MopdooriyHoMy JociipkenHi. [Ipubmmuzno 50% nenTpanbHUX
XC necyts myrtatii IDH1 a6o IDH2; ogHak MoseKynspHHI aHaili3 He MOTpiOeH pyTHHHO [75]
MXC Bim3HavyaeThCs HasBHICTIO BUCOKOcHenudiunoro 3auTTs redis 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) € 3JI0SKICHOIO IMyXJIMHO ME3EeHXIMaJIbHOTO IMOXOPKEHHS, KIIITHHH
SIKOT BUPOOJIAIOTH XOHIPOITHUI MaTPUKC 0€3 OCTEOiTy.

Knacudikariss XC BriIto4ae HaCTyMHI pi3HOBHIU:

* [ICHTPAJIbHA;

* nepudepuyHa;

* repiocTanbHa;

* CBITJIOKJIITUHHA;

* ME3eHXIMaJIbHA;

* neaudepeHiliioBana.
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HeHTpaJIBHa XOHApoCcaproMa

Lentpanpaa XC Gepe mov4aTok B iHTpaMeayIIpHIN TUISHIN KiICTKH 1 MOXKe OyTH BU3HaYeHA
K mepBUHHA abo BTopuHHA. [lepBuHHa nenrpasibHa XC BHHUKAa€ B OJHOMY CETMEHTI paHillie
3I0pOBOI1 KICTKM. BTOpWMHHA - BHHHKAa€ Ha MiCILl YX€ ICHYIOUOIro JOOPOSIKICHOTO ypa)K€HHS
XPAILIOBOro reHesy (eHxonapoma; xsopoda Onbe; cunapom Maddyyui).

3a 3aXBOPIOBAHICTIO y JOPOCIOr0 HACEJICHHs 3aliMae Jpyre Micle cepej MEpBHUHHHMX
37I0SIKICHUX HOBOYTBOPEHb KICTOK MICJII OCTEOCAPKOMH, BiJJa€ MepeBary 4YoJoBidii cTarti 1 €
TUIIOBOIO JJIsl MOXWJIOTO BiKY. Pijiiie BUHUMKAE y JNIOACH A0 TPUAISATUA POKIB, 1 BKpal PiaKo - 10
CTaTeBOro JO3piBaHHs. 3a JoKali3ali€lo B OUIBIIOCTI BHIAJKIB Bpakae Ta30BHM MOsIC
(TIpOKCUMAITBHUIA BT CTETHOBOT KICTKH 1 Ta30Bi KICTKH), & TAKOXK TUICYOBUH (TIPOKCUMAITbHHIMA
BT TJICYOBOI KICTKH 1 JionaTka). Jlani iae qucTaabHUM BiJJIUT CTETHA 1 MPOKCUMAIBHUM BIILT
BEJIMKOTOMLJIKOBOT KiCTKH. BKpail pifiko BUHHKa€e B KiCTKax KHCTI 1 cromu [1-5].

OCHOBHUM CHUMIITOMOM € O1J1b, SKMH HE BILIYXa€ B CIIOKOI 1 3arocTproeTbes BHOUL. XC, sK
MPaBHJIO, TIOBUTHHO 3pOCTa€. Y TBOPEHHS YaCTO CTA€ BIAYYTHUM 1 TPOSBISIETCS Yepe3 TPUBAIIHIMA
9ac BiJ] TOSIBU CUMIITOMIB, OCOOJIMBO KiCTKaX 3 TJIMOOKHMM 3aJISITAHHAM B M'IKMX TKaHMHAX, TAKUX
SK Ta30BUH TOsIC. boJibOBa CHMITOMATHKa TPAJUIIHHO BBAXKAETHCS BAKIUBUM (DAKTOPOM Yy
mudepeHIiiHIN JIarHOCTHII MK JOOPOSKICHUM YIIKOKEHHIM Xpsiia Ta XC HU3bKOTO CTYMEHS
3TIOSIKICHOCTI, aJie IesiKi aBTOPU MOBIJOMJISIIOTH PO MOTaHy crnenuiyHicTh 00JIbOBOrO CUMITOMY
IIPU  CIIOCTEPEXKEHHI OOJBOBUX EHXOHIApOM 1 Oe3cumnromMHoro mnepedbiry XC 1 crymeHs
3705IKiCHOCTI [6].

[HCTpyMEeHTaNbHI JTOCHTIPKEHHSI HEOOXITHO TOYMHATH 3 peHTreHorpadii BiIMOBIIHOTO
cermeHTa. PentreHorpadiyai o3HaKu ypa)KeHHs Xpsllla CKeJieTa MOKe BapiloBaTUCS BiJl KAPTHUHH,
CXO0XO0i Ha JOOPOSIKICHY €HXOHJIPOMY, A0 KapTUHU BUPAKEHOTO arpeCUBHOIO 1 JECTPYKTUBHOTO
XapakTepy, gKa MOXe IMPU3BECTH JI0 MATOJIOTTYHOI0 nepesioma. PeHTreHoorivHa KapTuHa TUIIOBa
st neHTpanbHoi XC 1€ ocTeomi3 3 KadbIU(IKAIEID THITY «IOMKOPH» Ta «KUIBIICBOIO»
ocudikalli€er, Mo XapakTEepPHO I BUCOKOTO Ta cepeanboro crymnens audepenmianii. Jnsa XC 3
BHCOKHM CTYIICHEM 3JIOSKICHOCTI Taka KapTuHa HeperysipHa. To0To y OUIbIT arpecuBHUX (popmax
XC ypaxeHHST MOke OyTH CYTO OCTEOJITHYHUM 3 HE3HAYHOIO Kanbludikaimiero abo 6e3 Hel.
KopTukanpauii map moxe OyTH HEYHIKOJKEHUM a00 «po3’igaHUM» JIMIIE Ha €HI0CTEalbHIN
CTOpPOHI 1HTpaMeAysipHOro KaHamy ((ecToHOMOAIOHMI Kpail) MPH HOBOYTBOPEHHSAX HU3BKOTO
CTYIICHS 3JI0SIKICHOCTI. AG0 OyTH MOTOBIIEHWMH, HaOpskIuMu abo mepepBanuMu B paszi XC 3
BHCOKUM CTYIIEHEM 3JI0sKICHOCTi. [loBepxXHS KOPTHUKAJIBHOTO IIapy MOXE MPOJEMOHCTPYBATU
HEpEeTryJIIpHY MEepPIOCTAIIbHY PEAKIIiI0 Ha XPOHIYHE MOApPa3HEHHs 3 00Ky HOBOYTBOPEHHX TKAHHUH.

Komm’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 abGcomoTHO HeoOXximHa Ansl OIHKM Kanbludikaiii 1 aTUmoBUX ocudikaiiidl npu
MyXJIMHAX XPSoBoi npupoau [1-3,6, 7].

Ha marnitHope3oHaHcHil Tomorpodii (MPT) myxymHHI XpsAIIOBI MacH MOKa3yIOTh HU3bKHH
CUTHAJ y pekuMax | 1 1 BUCOKHI CUTHAN y peskuMax |2, a MisSHKA KaiubIu@ikalii Ta OKOCTCHIHHS
MarTh HU3BKWN curHad sK B T1, Tak i B T2. MPT mae BakimBe 3HaY€HHS JUIS OIIIHKUA CTYIICHS
ypaXXeHHS B HABKOJMIIHIX M’ SIKHX TKaHMHAX, 1, OCOOIMBO BAXKIMBO - TOUIUPEHHS B3JIOBXK
MeIyJISIPHOTO KaHay Ta HasBHICTH SKip-meractasiB. KonrpacryBanus npu MPT nae mpocoueHHs
KOHTPAcTy Yy HaBKOJUIIHI (iOpOBacCKyIspHI MEPErOPOJKH 1€ YAaCTOYKM HOBOYTBOPEHOTO
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aTUIIOBOTO Xpsillla BUSBIAIOTHCA MPHU aHai31 MBUAKOCTI MOTIMHAHHS TaJ0JIHIIO 3 4acOM, 4epes
110 BUABWIOCA, 110 MuHaMiuHa MPT kopucHa B audepeHIiiHiil AlarHOCTUL M1k JOOPOSIKICHUMHU
1 37I0AKICHUMH YPa)KEHHAMHM Xpsllia. 30KpeMa, paHHE MOTJIMHAHHSA TaJ0diHIsA 3 €KCIIOHEHIIITHOO
KpPHUBOIO BKa3ye Ha 3J104KICHE YpaKeHHsI, B TOHM 4yac sIK B1ICTPOYEHE MOTJIMHAHHS 3 IPOIPECYI0UOI0
KpHBOIO — Ha JoOposikicae [8]. CurnanbHi xapakrepuctukd MPT MOXyTh naTh BKa3iBKH Ha
cTymiHb 370sKicHOCTI XC. [loka30BUM € HassBHICTh YTBOPEHHS B M’ SIKUX TKaHUHAX y XC BUCOKOTO
ctynens 3nosikicHocTi. LenTpanbhi gutsHkd XC 3 BUCOKOIO 1HTEHCUBHICTIO CUTHAILY B PEKHUMax
T1 MOXyTb CBIIYUTH PO BUCOKUM CTYIIHb 3JIOSIKICHOCTI Ta BIANOBIAHO HasIBHICTIO TEMOPariuHux
kicto3Hux 3MiH. [Ipu nentpanpHiit XC, HU3bKUN CUTHAN y MOCHiOBHOCTSIX T1 3 HeBeNMKUMU
«IJISIMAaMH» BHCOKOTO DIiBHS CHUTHAJTy y BOTHHINI YPaKEHHS MOXKE CBITYHTH TPO HU3BKY
370sKicHICTh 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 Aud)epeHIiroBaTH JOOPOAKICHI BiJl 37MOSKICHUX
NyXJIMH (IHTCHCUBHE HAKOIMMYCHHS CIIOCTEPIraeThes 1 MpH J0OposKicHUX XoHapomax) [10, 11].

3a octanHi poku 3pocina posb [IET KT B qudepenttiiiniii 11arHocTUIll Mixk J0OpOsSKICHUMUA
1 3JIOSKICHUMH XPSIIOBUMH ypaXKeHHSIMHU KicTOK ckeneta. PiBens SUV (cTanmapTHe 3HAYEHHs
TIOTJIMHAHHS) KOPEJTIOE 3 CTYIICHEM 3JI0SKICHOCTI IyXJIMHH, TOPOTOBE 3HAYCHHS SIKOT'O MTOB1IOMIISIE
PO PI3HMINKO MK JTOOPOSKICHICTIO Ta 3710sKicHICTIO (piBeHb SUV komnmBaethest Big 2 1o 4) [11,
12]. Kpim toro, piBeHb SUV € IporHOCTHYHUM (HaKTOPOM 1 KOPEITIOE 3 mepediroM 3aXBOPIOBAHHS.
['pannunuM 3HaueHHSM € piBeHb 4. Skmo piBeHb SUV OyB Oinbiie 4 - mporHo3 OyB TipIiuM y
BIJICOTKOBOMY CITiBBIJHOIIIEHHI OTy>KaHHs BiJ XBOpoOH Ta BrKuBaHOCTI [13].

Kpirtepii, saxi Biapi3HAOTh HeHTpanbHy XC Bif 10OpOSKICHOT €HXOHAPOMHU, BUTIISIAIOTH
HacTynHuM uuHOM [1-3, 6-9, 12, 24, 29]:

* pO3MipH > 5 cM;

* 3pOCTaHHS 3 YaCOM IPH MOCTIAOBHUX OOCTEKEHHSIX;

* SHJIOCTAJIbHA €PO3isi KOPTUKAIBHOTO 11apy (PEeCTOHYATUCTD);

* IepiocTajgbHa PEaKIIis;

* MIOTOBIIEHHS] KOPTUKAJIBLHOTO 1Iapy;

* HaOpSIK KOPTUKAJIBHOTO 1Iapy;

* BUTOHYEHHS] KOPTUKAJIBHOTO 1Iapy;

* KOPTUKaJIbHE TIepEePUBAHHS;

* OCTEOJII3 3 PO3MUTUMU MEXKAMH;

* HEpETYJISIPHI Ta PO3MUTI 3BaIIHEHHSI Ta OKOCTCHIHHS;

* IOIIMPEHHS HA M’ SIKI TKAaHWHH,

 nuHamiuHa MPT (paHHE MOTJIMHAHHS 3 €KCITOHEHITIMHOIO KPUBOIO);

« [IET KT (SUV > 2). (Il B)

[HOAi eHTpanbHa XC BUHUKAE Ha BXKE ICHYIOUil eHXOHApoMi (BTopuHHA nieHTpaibHa XC),
1 B I[bOMY BHITAJIKy YITKO BHPaXeH1 KaJIbI[U(IKaTH MOCTYIIOBO 3aMIIIAIOTHCS OCTEOI30M 1 CTAIOTh
PO3MUTHUMH 1 HeperyaspHuMH. biorcis, B TakuX BHUMAJKaX, MAa€ Ha METI MIATBEPIUTH, IO MU
Ma€eMO CIPaBYy 3 YPAKCHHIM XpsIlla, ajie HE MOXE 3 MEBHICTIO BiAPI3HUTH JOOPOSKICHICTH BiJ
3MOSIKICHOCTI Ta BU3HAUUTU TICTOJOTIYHMM CTYMiHb 3JI0SKiCHOCTI. B menrpanpanx XC moxke
CIIOCTEPITaTHCS MPOrpecyroyda 3J0SKICHICTh, MAlOYM Ha yBa3i IO B caMii MyXJUHI MOXE OyTH
MPEICTABICHO MIISHKU PI3HUX TICTOJIOTIYHUX KIAciB, BKIIOYAIOYHM MAUISHKY BXKE 1CHYIOYOi
n00posikicHOT eHXOoHIpoMHU. KpiM TOTr0, MOKYTH OYTH IUISTHKH HOBOYTBOPEHOI XPSIIIOBOI TKAHHHU
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32 TUIIOM XOHAPOOJIACTHYHOI OCTEOCAapKOMHU. ['iCTONOrIYHA JIarHOCTHKA XPSIIOBUX ITyXJIUH
000B'SI3KOBO 3aBXK/IM MPOBOJUTHUCS Pa30M 13 TOYHOIO OIIHKOIO KIIHIYHUX Ta PEHTIC€HOJOTTUHHUX
TaHuX. A OCTaTOYHUMN J1arHO3 MO’KHA BCTAHOBUTH JIMIIE MUISIXOM TICTOJOTIYHOTO aHaji3y BCIel
MyXJIMHY MICNIS Xipypridyaoro Bunanenss [1-3, 14-16] (111 B).

biomncito MOXHa HE BHUKOHYBAaTH IpPU LEHTPAJbHUX YPAXKEHHAX KICTOK KIHIIIBOK 3
HearpeCUBHUM PEHTTECHOJIOTTYHIM BUTIsIoM [14-16], a came:

* HUIICHICTB KOPH;

* JIETKa CHIOCTAIbHA €PO3isl KOPH;

* BIICYTHICTh N€piOCTaIbHOI peakiii;

* BIICYTHICTh IOTOBILEHHS, BUTOHUEHHS1, HAOpsKY Ta/ab0 nepepuBaHHs KOPH;

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

B 3anmexHOCTI BiJl BCTAHOBJICHHS «HEArPECUBHOTO PEHTTEHOJIOTIYHOTO BUTIISTY» XPSIIOBOT
HEHTPAIBHOT MyXJIMHU JOBIMX KICTOK KiHI[IBOK peKOMeHayeThes [1-3, 8, 12]:

* KJIIHIYHE CIIOCTEPEIKECHHS y pa3i:

- BIICYTHICTbH OOJIbOBHX CUMIITOMIB;

- po3mipu <5 cM;

- po3MipH CcTa0IIBHI B Yacl IPH MOCTIJOBHUX JTOCTIHKCHHSX;

- Maja JMHaMiKa HaKOMHWYeHS KOHTpacTy Mmia dac mporeaypu MPT (BigknageHe
MOTJIMHAHHS C MPOTPECUBHOIO KPHBOIO);

- [IET KT neratusnmii (SUV <2);

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

- O171b;

- po3Mipu > 5 cwM;

- 30UIBIIIEHHS PO3MIPIB 3 YaCOM IPH MOCIIIOBHUX JOCIIKEHHSX;

- [osutuBHa quHamiuda MPT (paHHE CIIPHIHATTSA 3 €KCIIOHEHIIIHHOIO KPUBOIO);

- ITIET KT (SUV > 2).

YV yux eunaokax 6Gioncito moodicha He suxonysamu, a 6ocHuue euoarumu. I icmono2iuHutl
Oiaeno3 6yoe 6CMAHOBICHO HA OCHOBI AHANIZY 6Cicl MKaHuHU wo exckoxaeosana [14-16].

Biomcito cmig mpoBOAWTH MpU LEHTPATBHUX XPAMIOBUX YpPaKEHHSX KICTOK KIHIIIBOK 3
arpeCMBHMM PEHTTCHOJIOT YHUM BUIIsAoM [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 TKAaHWHH,

* OCTEOJII3 3 PO3MUTUMHU MEXKaMHU.

Heo0xigHo 3aBXIu MpOBOAWTH OIOTCi0 3a MiJO3pU HA YPAKCHHsI XPSIIOBOTO T'€HE3Y B
IJIACKUX KICTKaX Ta30BOTO Ta I1e4oBoro moscis [1-3, 14-16]. ¥V nux Bunaakax 0101cito HeoOXiaHO
MIPOBECTH B JUISHIN, sIKA Ma€ OUTBII OCTEONITUYHI Ta arpeCHMBHI peHTreHorpadiuyHi O3HaKH, aye
OCTAaTOYHMI T1CTOJOTTYHHM A1arHO3 1 CTYIIHb 370AKICHOCTI ypaxXeHHs Oy/IyTh BU3HAUYCHI aHAII30M
yChOT'O MaTepiany MyXJIuHU Ticis xipypriunoro Buganenss (111 B).
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Jlikysannsa

JlikyBanHs neHTpanbHoi XC — XIpypriuHe, 110 CIHUPAETHCS Ha HU3bKY YYyTJIMBICTH ii 110
XiMioTeparrii Ta mpoMeHeBoi Teparrii [17].

BuOip Buay onepaTuBHOrO JiKyBaHHSA 3alIeXUTh BIJ TpPbOX (AKTOPIB: CTyINEHS
37I0SIKICHOCTI; PO3MIpYy YUIKOPKEHHS 3a IHCTPYMEHTAIIbHUMHU JTOCIIHKEHHSIMH; MICIS ypaXKEHHS.

Hentpansna XC 1 cTymeHss AOBTHX KICTOK KIHIIIBOK 3 PEHTTEHOJOTIYHUM BUIJISIOM
«HEarpecuBHa» MOXKHA JIIKYBAaTH 3a JOMIOMOTOK KIOpeTaxy (BHYTPIIIHROBOTHHUIIIEBA PE3EKIis) i
3aITOBHCHHSM TOPOYKHUHH KiCTKOBHUM LIEMEHTOM a00 KiCTKOBUM TpaHciiantarom [17-31]. Komu
CErMEHT KICTKM HaJMIPHO TOCHalJieH KIOpeTaXeM - TNPOBOAMTH  MOpOoiIaKTUYHUN
M1JCHIIIOBAJIbHUM OCTEOCHHTE3.

[Ipu BHYTpIITHLOBOTHUIIIEBOMY X1pypriYHOMY JIiIKyBaHHI leHTpanbHOi XC 1 cTymnens, moo
3MEHILIUTH PU3HK JIOKAIBHOTO PELUIUBY, MOXHA BUKOPUCTOBYBATH MICIIEB1 IONIOMI’KHI PEYOBUHU
Hanpukiaa (EeHos 1 eTUIOBHM CUPT ISl CTepUIIi3allli CTIHOK MOPOXKHUHM, a00 KpIOTeparlito 3a
JIOTIOMOT0I0 PIJIKOro a3oTa a0o 30HIB, 110 MICTITh a3 aproH. 3riAHO 3 JIOCIHIKEHHSIMH,
MPOBEJICHUMH Ha XIpyprivHOMYy a0o0 ayTONCiHHOMY MaTepiaii, (peHOoa He MaB IIMTOTOKCUYHOI il
Ha XPSAIIOBY TKAHWHY, 1 aBTOPU BHBEJH MOCTYJIAT, [0 BiH 3aXHUIa€ XOHAPOiAHUN MaTpukc [32].
HaBmaku, 3 ocTaHHIX JOCHTIKEHb, (DEHOJ Ta €TAHOJ MPOJEMOHCTPYBAIM ITUTOTOKCHYHY 0 Ha
kiaituay XC in Vitro B MiHiManbHUX KOHIEHTpallisx - 1,5% i 42,5% simnosiguo [33]. KpioTepamis
3 P1AKUM a30TOM a00 ra3onoAiOHUM aproHOM MOKHA BUKOPUCTOBYBATH SIK MICIIEBUI TOTTOMI>KHUN
3aci0 TpW BHYTPINIHHOBOTHMILEBOMY XIpypriuHomy JikyBaHHI IeHTpanbHOT XC 1 cTynens.
CrymiHb HEKpO3y KICTKM I1HIyKOBaHHM Kkpiorepamieo (7-12 mm) Oiablnui, HIK HEKpPO3,
CIPUYMHEHUN IHIIUMH MicueBuMU an'toBanTamu (penon 1-2 mm). I[o6 3MeHmHUTH pUBHK
MaTOJIOTIYHOTO TEepesioMy, Y pa3l KpioTeparmii TOIIbHO 3aBXKId BUKOHYBATH MPOQITaKTHUHHMA
ocreocuntes [23, 26, 30, 31, 34].

Hentpansaa XC 1 cTymeHs 370SKICHOCTI JOBTMX KICTOK KIHI[IBOK 3 PEHTTEHOJOTIYHUM
BUIJISIOM arpeCUBHOCT1 HEOOX1THO JIIKYBAaTH 3 BUKOPUCTAHHSM IIUPOKUX PAJAUKAIBHUX PE3CKIIIi
IUI OTPUMaHHS YHCTHX KpaiB [3, 17, 24, 27- 29] (111B).

Hentpanbna XC 1 cTymeHs IMJIAacKUX KICTOK Ta30BOTO Ta IIEYOBOTO TMOSICIB TaKOX
HEOOXITHO JIKyBaTH 3a JOMOMOTOI0 XIPypridyHOi pe3eKiii 3 OTpUMaHHSAM IIHUPOKHX abo
panukaapHuX Kpais [35-40] (111B).

Hentrpaneny XC II 1 III crymeHs 3/I0SKICHOCTI HEOOXIJHO JIKYyBaTH 3a JIOTIOMOTOO
XipypriuHoi pes3ekilii, 3 OTPUMaHHSAM IMUPOKHUX a00 pamukanbHux kpaiB [1-3, 17, 41-46]. Y
KIIIHIYHUX CHTYaIlisX, KOJIM OTPUMATH HEMOKJIMBO IIHMPOKI Kpai I yac 30epirarouux KiHI[IBKY
BTPYUYaHHSX, BUKOHYIOThCA ammytamii. Koiau TexHIYHO HEMOXXIMBO OTpPUMATH BEJIUKI abo
paJMKalbHI Kpal pe3eKIlii Mpy aMIyTailii MOKHa pO3IJIIaTH MPOMEHEBY Tepallilo SK MajliaTUBHE
nikyBaHHs [3, 17].

IIpomenesa mepanis

[Tpn XC 3 HU3BKUM 1 BUCOKHM CTYINEHEM 3JIOSIKICHOCTI, JIe TUIAHYETHCS aMITyTallis JUIs
OpUMaHHsI IIUPOKUX KpaiB, Mepesl XipypriyHUM BTPYUaHHSM MOXHA CHPOOYyBaTH JIKyBaHHS
npoMeHeBoto Tepamieto [3, 17]. Tpamumiiino XC BBaKa€ThCs HEUYTIMBOI 10 OMPOMIHEHHS
nyxiuHoto. OcTaHHI JOCHIDKEHHS TOKa3aJiv, IO BIACYTHICTH ekcrpecii Outka pl6 (INK4a)
(IpoTeiH, 10 PeryIroe KIITUHHHMA UK cripusie cTiiikocTi kit XC no pamiamii [47]. Y cnpo6i
MiABUILUTH PATiOYyTIAUBICTh Oynu BHUIIPOOYyBaHI paaiOCEHCHOUTI3YyI0Yl pPEYOBMHHU, Taki SK
pasokcan [48]. Po3okcan BBoamIM y 1031 125 Mr aBidi Ha 100y, TOYMHAIOYUH 32 5 JIHIB JI0 TIOYATKY
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OMPOMIHEHHS, Ta cepeaHsi J03a omnpomiHeHHs Oyna 60'p. Pesynmbratu mociipkeHHs Oyin
OoOHAAIMIMBUMHU alie JOCTIPKEHHS 0yJI0 OOMEXEHO BIACYTHICTIO KOHTPOJIBHOI IPYIIH.

OcranHiMH pokamu 3apekoMmeHayBasia cebe mpotonHa IIT, mo 3abecrneunnia BIAMIHHUN
JIOKaJIbHUM KOHTPOJIb 1 JOBrOTpUBally BHKMBaHICTh Mpu XC HU3BKOTO CTYIEHS 3JI0SKICHOCTI
OCHOBH 4eperna, ajie BUCOKAa BapTICTh 1 OOMeXeHa JOCTYIHICTh III€]l TEXHOJIOTii, POOUTH IO
TEpario JOCUTh BaXKKOIO i 3acTocyBaHHs npH jJikyBanHi XC [49, 50]. 1o6pe mokasaina cede i
BYIJICLIEBO-10HHA TIPOMEHEBA Tepamis sl KOPOTKOCTPOKOBOI'O MICIIEBOTO KOHTPOJISI y XBOPHUX Ha
XC [51].

Ximiomepanis ve 6yna eEeKTUBHOIO MPH J1KyBaHH1 IEHTpabHOT XC, 111 posih 3aJIUIIIA€THCS
HEBU3HAYCHOIO. [IpOCTIEKTHBHUX PaHIOMi30BaHUX JOCIIIPKEHb HE TMPOBOIUIIOCS, TOMY OLIHUTH
Oynb-sIKi epeBaru HeMoxJuBo [3, 17, 41-46].

Ilpoeno3 npu uentpanpHii XC 1MOB’A3aHUN 3 TICTOJOTIYHUM CTYNEHEM 3JI0SIKICHOCTI,
aHATOMIYHUM pPO3TallyBaHHSAM Ta po3MipoM ypaxeHHs. Jlokamizauis XC B 0CbOBOMY CKeJETI Ta
Ta30BOMY TIOSICI Ma€ TipIIiA MPOTHO3, HIXK Ha iHIIKX JinsHKax [35-40].

HeratuBHUMU IPOTHOCTHYHUMHE (PaKTOPAMH TSI MiCIIEBOTO KOHTPOJTIO € HACTYITHI O3HAKH
[41-46]:

* MO3UTHBHI a00 HeaJIeKBaTHI XIpypriuHi Kpai;

* 00'eM MyXJIMHU.

HeraTuBHUMHU NMPOrHOCTUYHUMU (PaKTOpaMHU Ui BUKUBaHOCTI € [41-46, 52]:

* TICTOJIOTIYHUM CTYIIHB 3JIOAKICHOCTI;

* BUCOKI Moka3Huku npodmidepanii knitun (MIB-1, IHK iaaexc);

* HasgBHICTh KJIITUHHOI aHEYIUIOi 11}

* Ta30B€ PO3TAIlyBaHHS,

* JTIOKQJIbHUI PEIUMB.

BusiieHo, mo MiCUeBH pEeUUIUB € MPOTHOCTUYHMM HETaTUBHUM (aKTOpPOM SK Yy
HU3bKO3JIOSKICHUX, Tak 1 y BHcOKo3NosikicHux XC. IlpuMiTHO, 10 JOKaJbHUN pPEIUIUB
cnoctepiraerbes B 14-25% Bunajkis, 1 11e MOBUHHO OyTH IHTEPIPETOBAHO SIK OUIBII arpecUBHUMN
dbenorun XC, unm BBaxkaBcs pamiire [53, 54].

MicueBuid penuauB HEOOXITHO BHUIATUTH XIPYPridYHUM MUIIXOM 3 MIHPOKUMH a0o
paguKaTbHUMH KpasMH, KOJIM 1€ TeXHIYHO MOIuBoO. [llupoki abo pagukaibHi XipypriuHi Kpas
MOXXYTh OyTH OTpHUMaHi 3a JOTIOMOTOIO omeparlii, mo 30epirae KiHIIIBKY, ab0 3 aMmIyTalli€lo
kiHmiBku [17, 53, 54].

[Ticnsonepartiiina I1T Moke OyTH Mmoka3aHa, KOJM Kpai pe3ekIliii € MO3UTUBHUMH (TIPH
KpaiioBuX a00 BHYTPIITHROBOTHUIIEBUX PE3EKINiSAX) MICIs XipypriyHOTO BUAAJICHHS. Y BHUIAIKY
MICIIEBOT'O PELUINBY, KU HE MOKHA BUAAIUTH Hi 32 TOTIOMOTOIO XIpYPTri4HOTO BTPYYaHHS, 1110
30epirae KiHIIBKY, Hi 3a JJortoMororo amiyTailii, [1T Moke po3risaaTucs Sk najxiaTUBHE JTIKyBaHHS
[3, 17].

JlereneBi Meractazu neHTpanbHOI XC BHIANSIOTHCS XIPYPriyHUM MUISIXOM, SKIIO II€
TEXHIYHO MOXUINBO [3, 17, 41-46]. Sk BapiaHT, MalieHTy MOXXe OyTH 3alTPOIIOHOBAHO B3ATH Y4aCTh
y eKCIIepUMEHTaIbHOMY JIiKyBaHHi [3, 17].

Cnocmepesicenns
KniHiko-iHCTpyMEHTaNbHUI KOHTPOJb MICHS XIPYpPriyHOro BTpyuyaHHS XBopuxX Ha XC
MaJIOTO CTYMEHS 3JI0AKICHOCTI MPOBOJUTHCS KOXKHI 6 MICSIIIB MPOTITOM MEPUINX 5 POKiB 1 OAUH
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pa3 Ha pik 10 10 pokiB cnocrepexenss. [[maHOBUM 0OCTEKEHHSM € KOHTPOIb MTPOOTIEPOBAHOTO
cermeHTta (pentrenorpagis, KT ado MPT) Ta iHCTpyMeHTalIbHE IOCIHIKEHHSI OpraHiB IpyIHOL
KJIITKH (peHTreHorpadis rpyAHoi KIITKH B ABOX npoekuisx abo KT rpyaHoi KiiTkn).

[Tamient 3 Bucoko3noakicHUMU XC MOBUHHI MEPEBIPATUCS KOXKHI 3 MICSI HPOTATOM
nepmux 3 pokiB, KOXKHI 6 MiCSIIB 4-ii 1 5-1 pik 1 mopigHOo A0 10-TO pOKy, 3 KIIHIYHUM OTJISIOM,
IHCTPYMEHTAIbHUI KOHTPOJIb MICLS BTPYYaHHS, SIKHH BU3HAYAETHCS HA OCHOB1 TUITY BTPYYaHHS
Ta peKoHCTpYKIii (peHtrenorpadis ado KT uu MPT) Ta iHCTpyMeHTallbHE OOCTEXKEHHS TPYAHOL
KITKU (peHTreHorpadis rpyIHOi KIITKH B 1BOX Ipoekiisnx, abo KT). (ta6.1) [3, 17, 24, 29, 46] (11
B).

ITepudepuyna xoHapoCcapkoMa

[Tepudepruna XC BUHUKae HA TOBEPXHI KICTKH, 3a3BMYail HAa MICLII HAasgBHOTO €K30CTO3a
abo ocreoxonapomu. Ilepudepuunnii XC 3ycTpivaerbes piauie, Hix HeHTpaibHa XC 1 BUHHKAE
yacTilie y 4oJIoBiKiB. BikoBuil niama3oH miky 3axBoproBaHOCTI y Bitl Big 20 10 50 pokiB, piako 10
20 pokiB 1 BUHSATKOBO JI0 CTaTeBOro Ao3piBaHHA. llepeBakHi Micus JoKaizaiii — KICTKH Tasy,
JomaTKa, IPOKCUMAaIbHINA BIJUIUI CTETHOBOI KICTKH, MPOKCUMAIBHUN B TJIEYOBOT KICTKUA Ta
KOJIHO (AMCTaJIbHUHM BT CTETHOBOI Ta MPOKCUMAJILHUM B1JITI BETUKOTOMIIKOBO1). OCHOBHUM
CUMIITOMOM € TOsiIBa B3AYTTS a00 30UIbIIEHHS B PO3MIpi 3 4acOM Yy JOPOCJIOMY Billl HassBHOTO
€K30CT03y. 370sKiCHa TpaHchopMallis COIITAPHOTO €K30CTO3Y 3yCTPIUYa€ThCs P1AKO, B MOPIBHIHHI
31 3JI0SAKICHUMH TIEPETBOPEHHSIM CIIaJKOBHX MHOXUHHHX ek30cTo3iB  (10-20% Bunaakis
€K30CT03HO1 XBopoOu). Po3pocTtanHs ek30CTO3y y 3piioMy Billl 3aBXAU 3MYIIy€ AyMaTd PO
po3BuToK nepudepruynoi XC, ocoOIMBO B TUISHIN Ta3a Ta JONaTKu. bisb, Ik mpaBuiio, HE3HAYHUN
a0o BiACYTHIH 1 He MO)XKe BBaXKaTHCS O3HAKOK 3JI0sAKiCHOro mepepomkeHas [1-3, 55].
[HCTpyMeHTaNnbHI TOCIIHKEHHS 4acTO AEMOHCTPYIOTh 00'€MHI HOBOYTBOPEHHSI IO THITY «LIBITHOI
KaIlyCcTu» 3 IBHUMHU o3Hakamu nepudepuynoi XC, 110 BUHMKAIOTh Ha MOBEPXHI JOOPOSKICHOTO
€K30CTO3Yy.

Cmanoapmui penmeenoepamu ma KT MOXyTh TIOKa3aTH pyHHAIII0 KOPTUKAIBHOTO IIapy B
OCHOB1 HOBOYTBOPEHHS, SIKHI BUTJISIAB UMM, IO € TUIOBUM JUIsl TOOPOSKICHOTO €K30CT03y. B
IHIIMX BUNaakax po3BUToK mnepudepuunoi XC Ha OCHOBI €K30CTO3y BUSBISIETHCS 3MIHAMHU
KICTKOBOTO CETMEHTA 3 SIKOTO MOXOIUTh €K30CT03. 30HM KalblHdikarii Ta ocudikarii XpsaIoBux
4acTOYOK Ha nepudepii HOBOyTBOPEHHS BUTIISAAIOTH POSMUTHMHU Ta HEPETYISIPHUMH, a B JESKUX
BHIAJKaX MOXYTb OyTH MIKCOiTHI TiasHKH. MPT Mae BUpilIaibHE 3HAYSHHS JIJIS OI[IHKH PO3MIpY
NyXJUHU Oing 10 OCHOBM B CEIMEHTI KICTKM, a TaKoX HasBHICTI SKip-mMeracrtasiB Ta
PO3MOBCIO/PKEHHSI B HABKOJIUIITHI M’siKl TKaHUHU. Takoxx MPT 103BoJIsi€ TOYHO OLIIHUTH TOBIIMHY
XPAIIOBOT «IIANKKW», MO0 MPUCYTHS Ha TMOBEPXHI €K30CTO3Yy. XPSIIOBHI KOBMAYOK PO3MIPOM
Oinpine 1-2 cM Haj HasIBHUM €K30CTO3HUM YPaKeHHAM, ab0 3aI0KyMeHTOBaHe 301IbIIICHHS HOTO
pO3MIpIB Yy TMAIi€HTIB 31 CKEJIETHOK 3pUIICTIO, TMOBMHHI BUKIWKATH MiA03pYy 3JIOSKICHOI
tpanchopmarii ocreoxonapomu [1-3, 8, 55]. JIumamiuna MPT [8, 9] i IIET KT 3 18
dropaesokcurmoko3oo (FDG) MoxHa BUKOpUCTOBYBaTH s AudepeHiiamii Jo0posKiCHOTO
ex3octo3y Bin nepudepuynoi XC (muBuchk nenrpanbny XC) [12]. OcteocnuuTirpadis KicTOk
JIEMOHCTpY€ rinepnoriuHanas mnpu nepudepuuHin XC, ane He A03BOJISE€ BIAPI3HUTH 11 BiA
JOOPOSIKICHOTO ypaXkeHHS (Ci1abke HaKOMMYCHHS pagiodapMipenaparty € i mpu exzocrosax) [10].

Kuiniko-iHCTpyMEHTaNBHI KpUTEPIi 3705KICHOI TpaHcopMmalii exzocrosa € [1-3, 8, 55]:

* 3pOCTaHHS B PO3MIpax y JOPOCIOMY Billi;
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* JIOKaJI3allisl: OCbOBUM CKEJIeT, Ta30BUU 1 IJICYOBUM IMOSC; MPOKCUMAIIbHIIIE KOJIHA;
MIPOKCUMAITBHIIIIE JIIKTS;

* XpAIIOBa «IIaKa» > 2 CM;

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

* 30HM KaJnblU]IKaIll Ta OKOCTEHIHHS PO3MHTI Ta HEUUTKI.

[Ipu ricronoriunoMy fociiaxenHi nepudepuuna XC 3arajqomM Mae€ TiCTOJIOTIYHUM CTYIIHb
37IOSIKICHOCT1 HUXK4e, HiK LieHTpainbHa X C. binbiie aox Tpetud nepudepuynux XC mae 1 crymninb
3TOAKICHOCTI, MEHIIIE TPETHHU - 2 CTYMiHb, a 3 CTYMiHb - BHHATKOBA 3Haxinka. ['icTomoriyna
KapTUHA 3a3BHYail IEMOHCTpPYE 100pe nudepeHiiiioBany riajJiHoBy XpsIOBY TKaHUHY Ta AUISHKH
MIKCOiJHOI TiepeOynoBU 3yCTpidyaroThesl piako 1 cmopaguuHo. Sk 1 s neHtpanbHoi XC,
TICTOJIOTIYHUM CTymNiHb 370sIKICHOCTI mnepudepuuynoi XC MOXKHA BU3HAYUTH JIMLIE LUISIXOM
MOBHOT'O aHaJI3y MyXJMHU MIcIs XIPYpPriuHOTO BUAAJIEHHS. 30UIbIIEHHS CTYNEHs 3JI05SKICHOCTI B
MeXax OJIHI€I NyXJIMHM al0o Mpu peuuauBaxX MOXKE CIIOCTepiraTtucs pijile, MOPIBHSIHO 3
nentpambHumMu XC [1-3, 14-16, 55]. Ilpu HasBHOCTI THIOBHX KJIIHIKO-IHCTPYMECHTAIBHUX
kputepiiB nepudepuunoi XC Oiorciss BUKOHYEThCS JUIsl MIATBEPKEHHS J1arHO3y Iepes
Xipypriuaum BTpy4aHHsM [1-3, 55]. V nmeskux Bumajkax mpu O3HAKaX MOYATKOBOI 3JI0SKICHOT
TpaHchopmallii iICHyHUOro €K30CTO3y Ha HIXKII, OIOmNCis MOKe HE BHUKOHYBATHCA 1 MOXHA
MPUCTYIATU A0 XIPYypridYHOTO BUJAIECHHS 3 OOOB'SKOBUM TICTOJIOTIYHUM aHaII30M BUIAJIIEHOTO
marepiana [1, 3].

Xipypeiune niky8ants pe3eKIlis 3 MIUPOKUMHU a00 paTuKaIbHUMHU KpasMH € 3aC000M BHOOPY
s nepudepuunoi XC [1-3, 17, 40, 55]. V Bumaakax, Koiu KIiHIYHI Ta IHCTPYMEHTAIbHI O3HAKH
BKa3ylOTh Ha IOYATKOBY 3JIOSKICHY TpaHC(hOpMaIlil0 XPSIIOBOI «IIAKU» €K30CTO3Yy, MOXHAa
IPOBECTU PE3EKI[II0 OCHOBM HDKKM YTBOPEHHS 3 UIMPOKUMU KpassMu 31 30epekeHHIM
0e3mepepBHOCTI KICTKOBOTO CETMEHTa. Y OUIBIIOCTI BUIAJKIB 3J10SIKICHA TKAaHWHA TOIIUPIOETHCS
Ha 3HAYHY YaCTHUHY €K30CTO3Y 1 Ha MOro OCHOBY HUPKYJSIPHO OTOUYIOUYM KICTKOBUM CErMEHT. Y
[MX BHITaJKaX, 3pO3yMij0o, HeoOXigHa pesekifisi cermenta [1-3, 17,55]. € wicis, ae Baxkko
OTpUMATH aJCKBATHI XIpypriuHi Kpai pe3ekIlii: xpeOiri, KICTKH Ta30BOI0 1 MIeYoBOTO Mosicy. Ha
nepudepii ypaskeHHs1, Ha piBHI XPAUIOBOI MIANIKH, BaXJIMBO OTPUMATH 3arac 3J0pOBOi TKAHUHU 3a
MO>KJIMBOCTI (M's130Ba TKaHWHA; allOHEBPO3; MIAMIKIPHA )KUPOBa KIITKOBHHA; MOBEpXHEBa (acIis;
mikipa) [1-3, 17, 40, 55]. B inmmx Bumaakax xipypriuauii Kpaii Moke OyTH JOKaIbHO KpaiiOBHM,
KOJIM MyXJIMHA CTUKAETHCS 3 BAXJIMBUMH aHATOMIYHUMHU CTPYKTYpaMH, SiKi MOTPIOHO 30epertu
(TBepia MO3KOBa OOOJIOHKA;, CYAMHHI CTPYKTYpH; HEPBOBI CTPYKTYPH; BHYTpIIIHI OpraHH).
BpaxoByrouu Te, 1o 3HauHa yactuHa nepudepuyaux XC MaroTh HU3bKUN CTYIIHB 3JI0SKICHOCTI,
Taki Kpai pesekuiii Moxyth Oytm mpuiitHsaTHi [1-3, 17, 40, 55]. 3 iHmoro Ooky, yHUKaiTe
XIpypriyHOro MOUIKOKEHHS TICEBIOKANCYIM Ha TMOBEPXHI Xpslla J0 BHAAJICHHS MyXJIUHH 00
PH3UK JIOKaJIbHOTO penuauBa Oyne Bucokum [1-3, 17, 40, 55]. V neskux Bumagkax nepudepuvHoi
XC wicre po3TallyBaHHS MyXJIHHH, pO3MIpH Ta ii CIIiBBIIHOIICHHS 3 BAXKIMBUMH aHATOMIYHUMU
CTPYKTypaMH poOJIsATh 30epirarodyy orepalilo HeMOXJIHMBOK. B Takux Bumaakax MOKa3aHO
aMITyTaIlif0 KiHI[IBKH JUI OTPUMAaHHSI aJIcKBaTHUX Xipypriunux kpais [1-3, 17, 40, 55].

[Ticns pesexinii 3 HealeKBaTHUMH XipypPridHUMH KPasitMU MOXKHA PO3TIISIATH 3aCTOCYBaHHS
nicisionepariiHoi mpoMeHeBoi Teparii [3, 17]. ¥V Bumamkax Ko HEMOXJIMBO OTPUMATH JOCTATHI
Kpai pes3ekilii HaBiTh MpW ammyTailii, Moxke OyTu mokazana [IT 3 mamiaTuBHOI MeETOIO (IUB.
nenrpanpaa XC) [3, 17, 47-51].
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B nanwmit wac ximioTeparrist He Biirpae »xoHO1 pouti B sikyBaHHI nepudepnanoi XC [3, 17,
41-46, 55].

Micuesi peunguBu nepupepuunoi XC € yacTUMH, 1 MOBUHHI JIIKYBAaTUCA XIPYpPriUHUM
METOJIOM 3a THMH JK KPIiTEPisIMH, 110 OMHKCaHi JjIs nepBuHHOI myxyuuu [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 MoxKyTh OyTH
HEPE3EeKTaOUIbHI, 1 MAIllEHT MOXE IOMEpPTH CaMe€ Yepe3 JIOKAIbHUN pEeluIuB, a HE BIJ
MeTacTaTHYHOI Auceminarii [1, 53-55].

Meractazu B JereHax piaume 3ycrpiyatotbes npu nepudepuynux XC MNOpIBHAHO 3
teHTpanbauMu XC, 1 MUIIraoTh XipyprivHoOMY BUCIYCHHIO, SIKIIIO 11e MOXIUBO [3, 17, 41-46, 55].

Haii6inbu 3Ha4y M NporHocTUYHUM (pakTopoM BUKUBaHOCTI npu nepudepuunux XC e
TICTOJIOTIYHA CTYMIHb 3J70AKICHOCTI. |HIIMMU HETraTUBHUMHU NMPOTHOCTHYHUMHU (akTopamMu, sKi
MarTh 3HAYEHHS I MICIIEBOTO KOHTPOJIIO Ta BI)KMBAHOCTI, € aHATOMIYHA JIJIsSHKA (OCHOBHUI
CKEJIeT 1 Ta30BHiA M0sC) 1 po3mipu nmyxnunu [41-46, 52, 55].

PIAKICHI ®OPMHU XOHAPOCAPKOMMU

Kpim «xmacuunux» ¢opm (ueHtpanbHux i nepudepiuyanx) XC Moke BUHUKATH B JIEIKHX
PIIKICHMX BapiaHTaX: MNEpPUOCTAIbHA, CBITJIOKIITUHHA, ME3eHXIMajbHa; neaudepeHIiiioBaHa
(ueHnTpanbHa i mepudepudHa).

[Tpu uux dpopmax MeToa0M BUOOpA JIIKYBAHHS 3aBXKIH 3AIUIIAETHCS PE3EKIis 3 IIMPOKUMU
KpasiMu, ajie B ISIKUX BUMaKax (neaudepeniiiiioBana ta Me3eHxiManbHa XC) BUKOPHUCTOBYEThCS
CUCTEMHa Teparlis.

IMepuocranbHa xonapocapkoma (IIXC)

Ile pizkicHe HOBOYTBOPEHHS XpsIIlla Y MOJIOIUX JOPOCIHX, S0 YaCTIlIe Y YOJOBIKIB, 110
JIOKaJi3yeTbess B MeTamiadizax, SK MPaBUIIO, JAUCTAIBHOTO BIIIITY CTETHOBOI KICTKH (3aJIHSA
YacTHHA), MPOKCUMAIBHOTO BTy BEIUKOTOMIIKOBOI a00 MPOKCHMMAIBHOTO BT IJIEYOBOI
KICTKH.

PeHTreHnosoriuHo 11e BUTISIaE K paaionpo3ope ypakeHHs (200 1HOA1 3 KaIbITU(IKAIISIMH ),
SIKe TIOXOAMTH 13 30BHIIIHBOT TTOBEPXHI KOPTHKAJIBLHOTO MIAPY 1 MPOCYBAETHCSA B M’SIKI YaCTHUHHU.
Metoaom BuOOpa B JIIKyBaHHI € PE3eKITisl 3 MHUPOKUMH KpassMu. [IporHO3 OLTBIIT CIPUATINBHM, HIXK
nipu neHTpaitbHii XC i KOPEIIoe 3 TiCTOJIOTIYHAM CTYIIEHeM 3JosiKicHocTi [1, 56].

Ceitaokiaituana xonapocapkoma (CXC)

PinkicHe HOBOYTBOpPEHHS Xpsillla HU3bKOTO CTYTEHS 3JI0SKICHOCTI, YacTillle 3yCTPIiYaeThCs
y YOJIOBIKIB, THITIOBE JUISl 2-6-TO NECATHINTTS KUTTS, 1 IKE 3a3BHUYall BUHUKAE B emiizax JTOBrux
KICTOK (CTETHOBOI Ta MPOKCHMAJbHOI YAaCTHHU IUIEYOBOi KICTKH), a00 B IUIOCKHX KICTKaXx.
BaxxnmBuii TOUHMI TiCTOJOTIYHMA AuQeEpeHiialbHuN iarHo3 3 XoHApoOnacTomMorw. Pesexiisa 3
MIUPOKUMHU KpPasiMH € JIIKyBaHHSM BuOOpy. JIOKanmbHI peruauBU Ta METAcTa3u 3yCTPIYaOThCS

3piaka [1-3, 57-59].
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MesenxiMmaabHa xonapocapkoma (MXC)

Lle piaxicHe HOBOYTBOPEHHS 3 BUCOKUM CTYIIEHEM 3JIOSIKICHOCTI 3 ME3€HXIMaIbHUX KITITHH,
JIOKaapHO AudepeHIiiioBanux B xpsil. Bunukae Ha [[-IV necaTumiTTsX )KUTTA 3a3BUUail B KICTKaxX
Tyny0a, CTETrHOBINM KICTII a00 B M'AKMX TKaHWHAaX. PEHTT€HOJOTIYHO 1€ JITUYHE arpecuBHE
Ypa)K€HHSI 3 BOTHHMILEBUMM KalblLH(pikamisMu. JIiKyBaHHSIM BHOOPY € pe3eKIlis 3 IIHPOKUMHU
nosaMu. XT 1 I1T nmokaszanu oOHaAiiIMBI pe3yabTaTH 1 CydyacHa TEHJIEHIIS MOJIATaE B JIKyBaHHI
Me3eHxiMaabHuX XC 3a MPOTOKOJIaMH, 110 BUKOPUCTOBYIOTHCS 1 capkomu FOinra [17, 60, 61].

Tpabekrenun Moke Oyt BapianTom JikyBaHHs Mme3eHxiMmanbpHoi XC [V, C].[85] (Bone
sarcomas: ESMO-EURACAN-GENTURIS-ERN PaedCan Clinical Practice Guideline for
diagnosis, treatment and follow-up, 2021).

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

HenudepenuiiioBana xonapocapkoma (AXC) (uenTpajbHa a00 nepudepudna)

Ile HexpsII0Ba cCapKOMa 3 BUCOKUM CTyIIEHEM 370sIKICHOCT1 MoxoauTh BiJ XC (1leHTpaabHOT
abo mnepudepuunoi) abo enxoniapomu. Ilpubnuzno 15% ueHTpanbHUX XOHIpOcapkoM 1 5%
nepudepuIHUX MICTATh IUISHKH Aeaudeperiiiamnii. XapakTepHa JUisl BIKY TPOXH CTapIIOro, HiX
KJacu4Hi xoHjapocapkomu (50-80 pokiB), BUHUKae B 95% BumankiB B CTETHOBIN KiCTII, Ta3y,
MIPOKCUMAJIBLHOMY BIJIIUTI TUIEUOBOIT KICTKM Ta JomaTili. YacTo maIieHTH BXKe JTaBHO MAaOTh THIIOBI
cumntoMu XC - O1J1b, IIIO PANTOBO 1 IMIBUIKO MOCHIIIOIOTHCS, IHTEHCUBHUN HAOPSK M’ SIKMX YaCTHUH
1 1HOJII MATOJOTIYHUN TIEPEsIOM TPH LEHTPaJbHOMY BapaHTi. PEHTTEHOJOTIYHO KOHCTATYEThCS
nBodazHe ypakKeHHs: TUIIOBE 300paskeHHs eHXOHJpoMHu a0o XC HM3BKOTO CTYIEHS, Ha SKOMY
PO3BHUBAETHCS JITHUHE arpecuBHE ypaxkeHHs [1-3, 62]. JlikyBanus Xipypriude i 000B'I3KOBO 3pa3y
arpecuBHe: Pe3eKIlis 3 MUPOKUMHU IMOJISIMH, a B ISIKUX BUNIaAKaX (0COOIUBO SKIIO € MaTOJIOTTYHUN
repesioM) HeoOXiaHo BaaTucs a0 ammyTaii [17, 62-67]. Aaroput™ JTiKyBaHHS Pi3HHX IiATHIIIB
XC npeacrarieHo B Tabmumi 2.

XT npu IXC mae oOMeKeHy KOPUCTh, IPUYOMY BIJMOBI/II COCTEPITAIOTHCS Y MAIlI€HTIB,
K1 OTPUMYIOTh KOMOIHOBaHY TEpartito Ha OCHOB1 aHTpalUKIiHIB. [ToBiIOMIISLIIOCS PO aKTUBHICTH
remMIuTadiny Ta gorerakceny.[84]. Jlani mpo ma3omnaHio AeTanbHO HABEICHO B IOJATKOBIN TaOIHITI
S2, moctynwmiit Ha https://doi.org/10.1016/j. annonc.2021.08.1995.86 € mnomepenni maHi Mpo
aKTHBHICTHh IMyHOTeparii Ta iHrioiTopiB MmytantHoro IDH1 (To06To iBocuaeHiOy). IlepcriekTuBHi
BUnpoOyBanHs TpuBarTh. (Bone sarcomas: ESMO-EURACAN-GENTURIS-ERN PaedCan
Clinical Practice Guideline for diagnosis, treatment and follow-up, 2021)

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

HinTun IlepBuHHe JiKyBaHHA Cnocrepe:keHHs Peunaus JlikyBanust
peuHIuBa
Gl BuyrpimasoBoraumeBa | KoxHi 6 micsiB Peungus [upoxka pe3ekiis B
pe3eKIris + MicieBHiA IPOTATOM 5 POKiB, 1 JOKaJIbHUN pasi
QT'FOBAHT, MHUPOKA pa3 Ha pik 10 10 pokiB pe3eKTabeIbHOCTI
3
pesexuis™ mpu (PI" abo TF/MPT Kpaii +: IIT ;
pe3ekTabenbHOCTI ab0 30HU ypaxkeHHd 1 KT
IIT saxmro TPYAHOT KIITHHU Kpaii - : cocrepe-
Hepe3eKTabenpHa JKEHHSI.
B pasi
Hepe3eKTabeIbHOCTI:
I1T
GIl -1l [[upoxka pesexiis™ npu Koxni 3 micsmi Permnnus [[Iupoka pe3exiris B
abo [1XC, | pe3ekTabenbHOCTI. MPOTATOM 3 POKIB, JOKaTbHUN pasi
CXC KOJHI 6 MICSIIIB pe3eKTabebHOCTI
[T sxmo .
MPOTATOM 5 POKIB, Ta .
Hepe3eKkTabenpHa 1 pas Ha pix s10 10 Kpair +: IIT ;
pokis (PI" a6o Kpait - : cnocrepe-
TI'/MPT 30HU1 SKCHHSL.
ypaxkennst 1 KT ]
rpyaHoi kinitnau 1 pas B pazine - ‘
Ha pik 710 10 pokiB Pe3eKTabeIbHOCTI:
(PT a6o TT/MPT T
30HM ypakeHHs 1 KT
TPYAHOT KITITHHU
MeTacTa3u Xipypriu
HE
BUJIAJICH
Hs

HenudepenuiiioBana XC: mupoka pesekuis™, XT 3a mpoTokoIoM 0cTe0OCapKOMU

Mesenximansna XC: mupoka pesekuis™, XT 3a nporokosnom capkomu FOinra

*[1Inpoka pe3eKIlis TOBUHHA rapaHTyBaTH Kpai BUIbHI BiJl MyXJIUHHU, BPaXOBYIOUH MOYKJIMBICTh aMITyTaIlii

KIHI[IBKA

Pexomennarii

Bone sarcomas:

Guideline for diagnosis, treatment and follow-up, 2021)
* ATWIOBI XpSIIOBI MyXJIHMHU MOXHA JIKYBAaTH 3a JOIMOMOTOI0 KIOPETaXy 3 MICHEBUM
JOJaTKOBUM BIUTMBOM (DEHOJTY, PiIKOTO a30Ty KiCTKOBOTrO IeMeHTy (abo 6e3 Takoro [V, B].

ESMO-EURACAN-GENTURIS-ERN PaedCan Clinical

Practice
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* XOH/IPOCApKOMHU BUCOKOI'O CTYMEHS 1 BCl XOHAPOCAPKOMHU Ta3a ad0 OChOBOIO CKeJeTa
M1JUIATaloTh XipypriyHOMY BHCIUYEHHIO 3 IIUpOKUMU nosisimu [IV, B].

* [IT MoxHa po3riasAaTH MNpU HeolepabeIbHOMY 3aXBOPIOBaHHI (IEpBMHHOMY a0o
pEeLUANBYIOUOMY), ITICIISI HEMIOBHOI onepalli Ta npu nosermendi cumnroMis [IV, B].

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

* JlokanizoBani MXC 3a3Buuait JiKyt0Th HE0a 1 FOBAaHTHUM/a1 FOBaHTHUM X T, 1110 TTOETHY€E
aHTPALMKIIIH Ta ankitytoui aredtu [V, C].

* Heoan’toBanTHuit/an’ oBanTHui XT Takox MOXKHA po3MsiaaT Jis JiokanizoBanoi JIXC
[V, C].

XOPJIOMA

Y rpyani 2013 p. na 3anpomienns JI-pis. Kazam ta CrakkiorTti, 40 excnepTiB 3 XOpJIOMH,
K1 TIPEACTABISIOTh Pi3HI JUCHUILIIIHUA 3 000X OOKIB ATIaHTHKH, 3i0panucs B MinaHi mija 4yac
KoH(pepeHIii €BponeichbKoro TOBAPUCTBA MEIWYHOT OHKOJIOTIi, 100 po3moyatd Ii aMOITHI
3ycuuist 3 Koaudikaiii Halle)eKTUBHIMIMX, 3aCHOBAaHWUX Ha JOKa3ax METOJIB JIIKyBaHHS
xopaomu. DiHancyBaHHs 11i€i 3ycTpiui HagaB Chordoma Foundation.

«Xopaoma — Jy’ke piKiCHA MyXJIMHA, ajie 3a ocTaHHl 10 pokiB 0yJI0 JOCATHYTO 3HAYHOTO
porpecy B po3yMiHHI 010JIOTii ITbOTO 3aXBOPIOBAHHSA, 1, IK HACTIOK, OyJIu MpeCcTaBlIeH] HOBI
TEpaneBTUYHI MOXJIMBOCTI», — cka3aB CTakkioTTi. «[IpoTe 1e 3aXBOpIOBaHHS 3aJIMIIAETHCS
CKJIQJIHUM JUId JIIKyBaHHS Ta MOTpeOye MyIbTHIMCHUIUTIHAPHOTO MiAXOIY 13 CKOOPAMHOBAHUM
3aJly4eHHSM KITBKOX CIemiamicTiB. Mu 0adyuMoO BEJIMKY HEMOCIHITOBHICTh Yy TOMY, SIK JIKYIOTh
NaI[iEHTIB 3 XOPAOMOIO, IO MPU3BOJUTH J0 HEONTHUMAIbHHUX pPE3yJbTATIB Al 0ararbox
naiieHTiB. Tomy OyJio 04eBHUIHO, IO MOTPIOEH TIOOANBHUN KOHCEHCYC OO0 JIKYBaHHS Ili€i
Y XJTUHI.

YyacHUKH 3yCTpidl MOTOTMIKCS 3 HEOOXITHICTIO BHKOPHCTaHHS MIKIHMCIHUILIIHAPHOTO
MiIXOMy JO XOPJOMH Ta CTBOPEHHS MIXHAPOJIHOI CIIJBHOTH EKCIEpTIB 1 MaIli€eHTiB, 1100
HOJIIJTUTHCS CBOIMH Pi3HOMaHITHUMHU ToukaMu 30py. [Ipotsrom 2014 poky rpyna po3pobuina ta
BiJIpefiaryBajia peKOMEeH Iallii 010 JIIKyBaHHS Ta MiAroTyBaja ix asa myOikaiii B OJHOMY 3
MPOBIHUX Y CBITI PEIIEH30BaHUX MEAMYHMX XypHaTiB. «[100ya0Ba rmo6anbHOT0 KOHCEHCYCHOTO
MIIXOAY J0 XOPJOMH: MO3UIliSA CHUIBHOTH JIKapiB 1 MaIli€eHTiB», OMyOliKOoBaHa B >KypHaji The
Lancet Oncology 3a motuii 2015 poky.

KumiaiuHl pekoMeHaamii MponoHyTh Oe3MpeIeIcHTHUN PIBeHb JAeTaIi3alii I XOPJAOMH,
3BEPTAIOUUCH JI0 TAaKUX (aKTOPIB, SIK:

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

. MowmeHT yacy (I0MHO A1arHOCTOBAHMMA, PEIIMINBHHMA TOIIIO)

. Mertonu nikyBaHHS (Xipyprisi, TpOMEHEBa Ta CUCTEMHA Tepartis)

«Jlo 11bOT0 Yacy MeIMYHI €KCIIEPTH HIKOJU HE JIOCATAIHN €IMHOI JyMKH MO0 TOTO, K CJIiJT
JIKyBaTH XOpIOMYy», — CKa3aB BukoHaBumid mupekrop Chordoma Foundation Ixom Comwmep,
SKUI TIPEJICTAaBUB TOUYKY 30Dy MallieHTa Ta OyB criBaBTOpoM cTaTTi. «lle BakimBe MOCSITHEHHS,
OCKUTBKM BOHO JJACTh MOKJIUBICTD MAIIEHTaM 1 CIM’SIM Y BCbOMY CBITi IPUMMATH MYJpi pillIeHHS
1010 JIIKYBaHHS, @ TAKOXK HAJIACTh JIIKapsSM TOPOKHIO KapTy JJIsl HAHO1IbII e(h)eKTUBHOTO JOTIISAY
3a MalieHTaMu 3 XOPJAOMOIOY.
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[Ty6unikaris X peKoMeH Ialii o0 JiKyBaHHS 3HaAMEHYe cOO0I0 3HAaUHHI KPOK BIIEpe]] y
sycuuisix Chordoma Foundation mokpamiuTy *UTTS HaIll€HTIB IUIIXOM CIIBIpAIll 3 MEIUYHOIO
CHUIBHOTOIO JUISl MOKpPAIEHHS JIarHOCTUKHM Ta JIKYBaHHS LIbOIO PIAKICHOTO paky. CTakkKiOTTI
3a3HauMB, L0 L CTAaTTA — Jumie nodarok. «IloTpibHo 3poOuTu 1ie Oulblie Ui BHUPILICHHS
BIIKPUTHUX MHUTaHb, OCOOJIMBO IIOJ0 PEIUINBIB 3aXBOPIOBAHbD, 1 ISl TIOKPAIICHHS PIBHS JI0Ka3iB,
10 MIATBEP/KYIOTh KOXHY peKOMeHariio. Mu crojiBaeMocs, M0 HAMOIMKYMM YacoM MH
3MOKE€MO 3HOBY 3yCTPITHCS, 00 AOCATTA KOHCEHCYCY MI0/I0 IUX JOJIATKOBUX TEM.

[1{o6 oTpuMaTH JOCTYI A0 KOHCEHCYCHOTO JOKYMEHTa, sIKHii omyOmikoBano B The Lancet
Oncology , HaTHUCHITH TYT a00 HaIIUTITh HaM €JIEKTPOHHOT' O JucTa
Ha support@chordoma.org . OckiJbKH I CTATTS OyJia HalUcaHa Juiss ayauTopii JikapiB, DoH[
IJIaHy€ TIEPEBECTH 3BIT y OCBITHIN 3MICT, OUIbII MPUAATHUHN JJ1 HenpodeciitHoi ayAuTopii.

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

3azanvhi gioomocmi

XopioMa BUHHKAE 13 CTINKUX HOTOXOPAAJIbHUX €JIEMEHTIB y XpeOTi (kpukoBii kictii 50%,
pyxmuBuii xpeber - 20%), B ocHoBi uepena - 30%. Ilo3ackeneTHi BUMAIKH BKpail piaKiCHi.
CepenHiii BiK 11arHOCTUKHU CTaHOBUTH 60 POKIB, ajie 0O3HAKU ypaKeHHs XOPJIOMOIO OCHOBH ueperna
XapakTepHi Ijs OUTBII MOJIOI0I MOMYJIALii, BKIIOYAKYH AiTel Ta mimmTKiB. binem Hixk y 40%
TAIIEHTIB 3 XOPJOMOKO PO3BHBAIOTHCS METACcTa3H, SK NPaBWIO, HANPUKIHIN TPUPOJHBOTO
aHaMHe3y 1 epeBakHO MMiCJIs JIOKaJIbHOTO penuausa (JIP).

3BHYaiiHa XOop/IoMa BiI3HAYAETHCSA SIIEPHOIO ekcnpeciero Brachyury (Oinka, 1110 KOIyeThCA
reHoM T, emOpioHaNbHUN TPaHCKPUIIIIHHUN (AaKTOp), 1 PEKOMEHIYEThCSA ISl JA1arHOCTUYHOT
ouinku 1 [V, B] (4). HdeaudepeHuiiioBani XOpAoMH CTaHOBJIATH MEHbIIE 5% BHIIQAKIB i
MOBOSTHCS OlIBIN arpeCUBHO, HIX 3BHUaiiHi. [Ipu BUCOKO3M0SKICHOMY JeaudepeHiiioBaHoOMY
KOMITOHCHTI 4YacTO CcIocTepiraeTbcst BTpara ekcmpecii Brachyury. Ilorano mudepeniiiioBana
XOpJIOMa € BUCOKO3JIOKICHIM, HaI3BUYAHHO PiIKICHUM MiATHIIOM, SSKAW 3a3BUYail BpaKae JiTel Ta
HiITITKIB, Big3HadaeThes ekcmpeciero Brachyury ta Brtparoro INI1 excmpecii (3a3Buuait
1oB’si3aHuM 3 Aenerisimu B SMARCB1).(4)

XopaoMy ciif audepeHIioBaT Bi TOOPOSKICHHX IyXJIHH HOTOXOPAH, AOOPOSKICHHX
ypakeHb 13 crenu(piYHIMHA PEHTTCHOJIOTIYHUMH O3HAKaMH, SKi BBaXKAIOTHCS IMOMEPEIHUKAMU
XOpIOMH. SIKIO PEHTICHOJIOTIUYHUI BUIJISIT XapaKTePHHUH Ui JOOPOSKICHHX HOTOXOPAaIbHUX
MyXJINH, 010TICisI HE PEKOMEHIYEThCS, SIKIO YpaKeHHSI HE 3MIHIOETHCS B TUHaMiti. st Xopaomu
PEKOMEHIYEThCS TIepeonepalliiiHa TOBCTOTOJIKOBA a00 TpemaHOioncis, a OioNCIMHMN KaHaj
MOBUHEH OYyTH BKJIIOYCHWH B XIpypridyHy pesekmiro. JlJis XOpIoOMH OCHOBM deperna
nepenonepailiifHa 610mciss He PeKOMEHY€EThCS, SKIO MyXJIMHY HEMOXKIUBO JOCATTH JETKO abo
0e3reyHo, abo SKINO iCHYe BUCOKHWI pu3MK BUCIBY myxiauHHUX KiituH [V, C] (87). IlouatkoBa
CTa/iisi TOBUHHA BKIIIOUATH 300pakeHHs nepBuHHO1 nutstHkd, MPT ockoBoro Bimminy xpedta, KT
IPYAHOI, YEPEBHOI IOPOKHUH Ta Ta3zy.

Jlikysanus

Pezexuisi en bloc (RO) € pexoMeHIOBaHWM JIIKyBaHHSIM IIEPBHHHOTO JIOKAJi30BaHOTO
3aXBOPIOBAHHS, SKIIO 1€ MOXKJIMBO Ta HACIIIKU MPUHHATHI 11 manienTa [V, B].


http://www.thelancet.com/journals/lanonc/article/PIIS1470-2045%2814%2971190-8/abstract
mailto:support@chordoma.org
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JU1s KpUKOBOT XOpJIOMH OIIEPALIIIO CJI1J] 3aIIPOIIOHYBATH SIK IEPIIUI BUOIp y pa3l ypaKkeHb,
110 BUHHUKAIOTh Ha PIBHI 4-TO KPUKOBOTO XpeOLs 1 HUKYE. XIpypriuHe BTpYUYaHHS 3aBXKIU CIILT
00roOBOPIOBATH B KOHTEKCTI 1HIIKX aTbTEPHATUB y MTyXJIHH, 1110 BUHUKAIOTH BUIIE 3-TO KPIXKOBOTO
XpeOrst  (CIIMHHOMO3KOBOTO HEpBAa), BPAXOBYIOYH HEBPOJIOTIYHI HACTIIKH, TIOB’s3aHI 3
xipypriuHoro pesekuiero [IV, B].

JInst XOpIOM OCHOBH 4eperia Ta BEPXHBOTO BIIIUTy MIMWHOTO TpakTy pesekiis RO (3
HETaTHBHUMH KpasiMH) MO)kKe OyTH BUKOHAHA JyXe piako, Tomy pesekuis R1 (MikpockomivuHO
MMO3UTHUBHI Kpai) moBUHHA OyTH MeToto omnepariii [V, B]. Ax’toBantny [T 3aBxau ciig po3risaatu
MpU XOpAOMax OCHOBM Yeperna Ta IIMHHOro BTy XpeOTa, a TaKoXK MpU KPHXKOBIM Xopaomi Ta
XOpAOMI PYXOMOi YacTHMHM XpeOTa 3 KpasMu pesekiii R1.

Sxuio pesexuisa en bloc RO HeMoxkuBa, naiieHT HeonepabeabHU a00 XipypriuHi HACTI KA
HETIPUUHATHI U1 marfieHTa, ainpbTepHaTuBoto € IIT (0e3 Bumanenns) [V, C]. Uepes BiIHOCHY
pamiaiiiHy CTIHKICTh XOpJIOM HEOOXiAH1 BUCOKI n03u (He meHmie 74 I'p). Tepamis BaXkuMuU
YaCTUHKaMHU JO03BOJISIE MIJBUIIYBAaTH /03y 3 TOKPAIICHHSIM JIOKAIBHOTO KOHTPOJS Ta
BM)KHMBAHOCTI, 1 11 CITijl po3risaatu sk JiikyBanHs Bubopy [II, B] [88,89]. doTtonHe onpomiHeHHs
Moyke OyTH 3alTpONIOHOBAHO, KOJIM ONTUMAIIbHA /1032 JUIs BOTHUIIA YpaKeHHs He Oy/ie KpUTHIHOKO
g opraiB pusuky [V, B]. IIT moxkHa mpoBoauTu micig omeparii abo mepes omnepaiieo 3
nicasionepaniiHuM MOCHIICHHSIM.

[Tpu JIP xopaoMu MOKa3HWKH BHKUBAHOCTI HAJ3BUYANHO HU3BKI, a JIOKAJILHUM KOHTPOJIb
pinko pocsaraetbes. Y Bumnanky JIP, nikyBaHHS MO)Ke BKJIIOYATH XipypriuHe BTpydanHs 1a/abo 1T,
Ta/ab0 paaioyacToTHy a0, Ta/abo KpioTepariro, Ta/abo CHCTeMHE JTiKyBaHHs (OalaHC Mix
3aXBOPIOBAHICTIO, SIKICTIO )KHUTTS Ta OYiKyBaHMM KOHTPOJIEM 3a MporpecyBaHHsaM xBopoou) [90].

Jlis  OoJiroMeTacTaTUYHOIO 3aXBOPIOBAHHS B OKPEMHX BHIIQJIKAX MOXKHA PO3MIISIHYTH
xipypriuae BTpy4anus, PUA, kpiotepamito abo crepeorakcuuny I1T. XT nHeakTuBHa 1, K IPaBUIIO,
He pekomeHayethes [V, D]. [lpu 3BudaiiHiii Xop1omi € monepeaHi JaHl Ipo aKTUBHICTH 1HT101TOPiB
pelenTopiB emigepMaibHOro (hakTopa pocTy, 1 Il areHTH 3apa3 JOCTIKYIOThCS B KITHIYHUX
nocmmkennsx. Iariditopu EZH2 (Enhancer of zeste homolog 2) npoaemMoncTpyBaiu momnepeanio
akTuBHICTH Y INI1-HeraTuBHil, morano audepeHIiioBaHI XOpAOMi.

Pexomenoauii

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

* XipypriuHe BTpy4YaHHs CIIiJ 3alPONOHYBATH, SIKIIIO XOpJIOMa BUHUKAE 3 S4 1 HIKYE, a00
00OTrOBOPIOETHCS B KOHTEKCTI 1HIUX allbTePHATHUB JIKyBaHHS MPH MyXJIMHAX 0 BUHUKAIOThH BUIIE
S3[IV, B].

* Pesekriist R1 a6o R2 3 nomaBanHsaM BHucokoa030B01 I1T € MeTomom BUOOpY UIs JTIKYBaHHS
XOpJIOM OCHOBH Y€peria Ta BEpXHiX BIIUIB MUHHOTO TpakTy [V, B].

* [Tokazannsmu s ocratounoi 1T € 3axBoproBanHns, nmpu sikux pesekiis RO abo R1 nHe
MOKe OyTH JOCATHYTA 32 BUCHOBKOM €KCIIEPTHOTO IIeHTpa (HeonepadebHi Malli€HTH Ta Malli€HTH
10 BiZIMOBJISIFOTHCS BiJl pE3€KIIii 3 MPUYUH HEBPOJIOTIUHUX Micisonepaniiaux nopymiens) [, B].

* V pa3i penmauBy - JiKyBaHHS BKIIOYae XipypridHe BTpyuyaHHs Ta/a6o IIT, Ta/abo
cuctemHy (tapretny) teparito [II1, B].
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TINTAHTOKJIITHHHA ITYXJIMHA KICTKH (I'KII)
3azanvui gioomocmi

Jlokanpuuii peruaus npu I'KII 3yctpivaersca g0 50% Bumaakis, Npu HbOMY MOMIMPEHHS
Ha M sIKl TKAaHWHU € HalOLIbII BILTMBOBUM MporHocTuYHUM (paktopom. Jlo 5% I'KII metacrasyrorsb
B JIEreHl, 4YacTo 30epiraroud Kiacu4yHy Mopdororito, Toal sK TpaHchopmalis B 3JI0SKICHE
HOBOYTBOPEHHS BUCOKOI'O CTYIIEeHs Moke BigoyBatucs y 1% - 3% nanientis. [lepBunHa 37105KiCHA
I'KII 3ycTpivaroTbest HAI3BUYAWHO PiJIKO.

Ak 3Buuaiini, Tak 1 3mosikicHi ['KII Bim3HauaroThesa myrarieto B reHi H3F3A, BusiBnenHs
AKO1 MOK€ JIOTIOMOI'TH B TU(epeHIIitHIN 11arHOCTHULIl, 0COOIUBO 3 OCTEOCAPKOMOL0, 30arayeHor0
rirantcekumu KmituHamu [91]. JlemoHcTpamis simepHoOi ekcrpecii MyrtaHTHOro Oimka G34W
H3F3A 3a nonoMoroo iMmyHoOTricToximii 3a0e3neuye ONTUMalIbHY A1arHOCTHKY.

Komenmap poéouoi zpynu: ['KII ne 6ionocamuvcs 00 3/10AKICHUX HOB0YMBOPEHb KICMOK,
ane mae azpecusHuti micyesuii nepebie. Poboua epyna pexomenoye xnacugikyeamu I'KII 3a
paodionociunumu Kpimepiamu 3anpononosanumu Campanachi.

Penmeenonociune cmaoirosanmns I'KII 3a Campanachi®

Cmaois 1 - Meoica midic nyxnunoro ma 300p08oio Kicmkowo mae yimki medici. Kopmuxanvruii
wap He ypaxsceHuu

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

Cmaois 3 - BocHuwe 6e3 yimkux medxc 3 po3pU8oM KOPMUKAIbHO20 wapy ma ¢opmy8arHHm
M AKOMKAHUHHO20 KOMNOHEHMY

Jlikysanus

Bapiantu InikyBaHHS BKIIIOYAIOTh BHYTPINTHHOBOTHHIICBUI KIOPETAXK 3 JTOMOMIXKHOIO
Tepariero abo 6e3 Hei, Ta BuciueHHs en bloc [IV, A], mo € 6amancyBanHsaM MK pu3ukom JIP Ta
JIOBTOCTPOKOBHUM (DYHKITIOHAIBHUM pe3yJbTaToM. BoHU OyJv OLiHEHI B KIJTBKOX MPOCTIEKTHBHUX
nocmmkenaax [92,93]. Jlenocymab - IIOACHKE MOHOKJIOHAIbHE AaHTHTIIO J0 aKTHBaTopa
petienitopa siaepHoro ¢akropa kamma B (RANK)-miranay (RANK-L), saxuii, ik BiToM0, HAAMIpHO
excnpecyerbess B ['KII, € ctanmapTHUM JIiKyBaHHSM IpH HeorepaOelbHUX a00 MeTacTaTHYHUX
[KII [II1, A] [93, 94, 95]. Moro BHKOpUCTAHHS B MEpeIONEpaLiiHIX YMOBAaX Y BHIIAAKAX, SKi
MOTEHIIIMHO IMIIAI0ThCSA  PE3EKIlli 3 BUCOKOI BIPOTIIHICTIO, OOTOBOPIOETHCS 1 Mae OyTH
3ape3epBoBaHo s ckimagaux BumnaikiB [II, C] [96]. IcHye Bce Oiiblie J0Ka3iB M0, SKIIO
NeHOCyMa0 BUKOPHUCTOBYETBHCS Tepes] orepariielo (BUCKOOMIOBaHHAM (KIOpETax), XipypriuHe
BTpYyUYaHHs HallKpaiie MpOBOAUTH Yepe3 KiJbKa MICSIIIB MiCIs MEPIIOTo BBEICHHS, X04a HAHOUTbIIT
HiAXOAIa TPUBATICTh TepeaonepaliiHoro JjikyBaHHs Ine He BcraHoBieHa [V, C] [93,94].
OnTtumanbHui Tpadik Ta TPUBATICTH JIKYBAaHHS JEHOCYMaOOM y METaCTaTHUYHUX a00 XipypriuHo
HeBwiikoBHUX ['KII Takox He BH3HAYEHO, a MOKJIMBI JIOBIOCTPOKOBI MOOI4YHI edeKTu J1oci B
ocHOBHOMY HeBizioMi. [lomepenni gani cBiguaTh Mpo Te, IO MEPEepUBaHHS JEHOCYMaly MOXe
CYNIpPOBOJKYBATUCS TPOTPECYBaHHAM 3axBOproBaHHSA. HeoOXiTHO KOHTPOIIOBATH TMOTCHIIINHI
no6iuHi edekTr (0OCTEeOHEKPO3 MIENIENH Ta aTUMOBI repesioMu). OCTEOHEKPO3 MIETENH € HEYaCTUM,
ajie BXXKUM 1 OOMEXYIOUHMM JIIKYBaHHS MOOIYHUM epeKToM aeHocyMady. MokHa pO3TIsSHYTH
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MO>KJIUBICTh MOBTOPHOI'O JIIKyBaHHS JIeHOCyMaOboM y mamieHTiB 13 mporpecytodoro I'KIT micns
nikBigamii mporo yckmaguenus [IV, C] [97] Cucremue mikyBanHs wmertactatmuHoro [KII,
pedpakTepHoro /10 AeHocyMaly, Ma€ BIMOBIIaTH MPOTOKOIY OCTEOCAPKOMHU.

Pexomenoayii

* Bapiantu ikyBanus ['KII Brmowarore Buciuenus en bloc [IV, A] Ta
BHYTPIIIHbOBOTHUILIEBUM KlOpeTax 3 abo 0Oe3 aa’l0BaHTHOI Tepalii y peTeabHO BIIIOpaHUX
sumankax [V, C].

* JleHocyMab € cTaHZapTHUM METOJIOM JIIKYBaHHS HeomnepadeabHOro ab0 MeTacTaTUYHOTO
[CKIT [, A].

* Bukopucrtanus neHocymMaly B nepezonepauiinux ymosax juist I'KII siki moteHuiiHo
MOXYTh OyTH pe3eKTa0elbHUMH 3 BHCOKOIO BEpOTIAHICTIO, OOrOBOPIOETHCA 1 Mae OyTH
IHUBIIyaTi30BaHUM 1 3ape3epBOBAHUM JJisi CKJIAJIHUX BHUMAJAKIB MICIS MDKIUCIUILIIHAPHOTO
obrosopenns [I1, C].

BEPETEHOIIOAIGHI/TINIEOMOP®HI CAPKOMHM KICTKH BHCOKOI'O
CTYHEHA 3J10AKICHOCTI (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 po3risaatu mpu HeonepadeIbHUX YPaKEHHSX.

Cnocmepedicenns

[lomanpine cnocTtepekeHHs 3a MEPBUHHUMH MYXJIHMHAMH KICTOK BHCOKOTO CTYIICHS
3JI0SIKICHOCT1 Ma€ BKJItOUaTH (izuHe 00CTEKEHHS, 300paKeHHsI TIOTIEPEYHOTO 3pi3y Ta 3BHYANHY
penTreHorpamy nepBuHHOI AUTsTHKHA (a00 MPT a6o KT) pasom i3 perrrenorpadiero/KT rpyaHoi
kiTku. CyBopi peKOMeHaIlii He MOXyTh OyTH HaJaHi 3a BIJACYTHOCTI OyIb-aKuUX OQIIIHHUX
NEPCTIEKTUBHUX JOCTIPKEHb Ta B KOHTEKCTI PI3HUX AYMOK Yy eKCIepTHil rpyri. PekomennoBana
MOJIITUKA TOJAIBIIOrO CIOCTEPEKEHHS MOKE BKIIIOYATH OIIHKY Iicis 3aBepiieHHs XT,
IPUOJIM3HO KOXKHI 2-3 MICSI MPOTITOM IEepIMX 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, CIIiJ MPOBOAMTH 3a JOTIOMOTOI0 HU3bKHUX 703 paialliiHuX METO/IIB, OCOOIUBO Y
TAIlIEHTIB MOJIOJIOTO BiKY.

VY pasi myxJIMH KICTOK HHU3BKOTO CTYIEHS 3JIOSIKICHOCTI 4acTOTa MOBTOPHUX BiJIBilyBaHb
MO3Ke OyTH HIDKYOIO (HAPUKIIAJ, TPOTATOM 6 MICSIIIB IPOTATOM 2 POKiB, a MOTIM opiyHO). [Ti3Hi
MeTacTasu, a Takox JIP Ta ¢yHKIIOHAIBHI TOPYIIEHHS MOXKYTh BUHUKATH uepe3 10 pokiB micis
BCTAHOBJICHHS J1arHo3y, 1 He ICHY€ 3arajlbHOBH3HAHOI TOYKH 3YNMUHKU CIIOCTEPEKEHHS 3a
MyXJIUHOIO.

BaxmBo omiHuTH J0BrocTpokoBi TokcuuHi edextu XT, xipypriunoro BTpydanas ta I1T
JUTSl BUTIKYBAHUX IMAIIEHTIB, BPAaXOBYIOYH YacTOTY Mi3HIX YCKJIaJIHEHb, OCOOJMBO JJIs TAII€HTIB,
SIK1 JIIKYIOTBCS SIK JITEH, MTITKIB Ta MOJIOAUX JOPOCIHX, 3aJ€KHO BiJl MPOTOKOMY, 1 MOAAIBIIE
CTIIOCTEPEXKEHHS Ma€ OyTH y MOETHAHHI 3 KJIIHIKOIO BHKUBAHOCTI, SKIIO BOHA JOCTYIIHA.
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Bropunnuii pak Mo>ke BUHUKHYTH y TUX, XTO IIOB’sI3aHUM 3 OIPOMIHEHHSM a00 HE3aJIEAKHO
BiJi HbOro. BropuHHUI J5e€iKo3, OCOOIMBO TOCTPUN MIEJTOIAHUM JIEWKO3, PIAKO MOXKE
cnocrepirarucs micas XT, Bxe yepe3 2-5 pokiB micid JdiKyBaHHs. llamieHTn 3 cuHAapomMamu
CXMJIBHOCT1 /10 PaKy MOTpeOyrOTh CHEIiali30BaHOr0 JAHUCIIAHCEPHOTO CIIOCTEPEKEHHS pa3oM 13
T€HETUYHOIO EKCIIEPTHU3010.

Pexomenoayii

o [lomanpme cnoctepexkenHss 3a IIIIK BucOkoro cTymeHs 37I0SKICHOCTI MOXKe
BKJIIOYATH (i3MKalibHE OOCTEKEHHS, Bi3yaii3alito nepBuHHoi AuaHKN (0o MPT abdo KT) pazom
i3 pearreHorpadiero/KT rpyauoi kiitku [V, B].

. Hactynne cnocrtepekeHHs, IO PEKOMEHIYETbCS, MOXe IepeadadaTy 1HTEpBaIu
NpUOIU3HO KOXHI 3 MICALl NPOTATOM MEepUIMX 2 POKiB; KOXKHI 6 MICALIB IPOTATroM 3-5 pOKiB;
KOXxHI1 6-12 MicauiB npotsiroM 5-10 pokis, a notim koxHi 0,5-1-2 poku [V, B].

. [Tpu IIIIK HU3BKOro CTyMeHs 3M0SAKICHOCTI (MICIIEBOATPECUBHUX J0OPOSKICHUX
MyXJIMH) 4acTOTa MOBTOPHUX BIABIAYBaHb MOXeE OyTH HUKUYOIO (HAMpHUKiIaa, 6 MICALIB IPOTATOM
2 pokiB, MOTIM 1mo0piuHo) [V, B].

. Crip o1iHIOBAaTH AOBrOCTPOKOBI TOKCHYHI edpekTr XT, XipypriyuHoro BTpy4aHHs Ta
1T, a Tako MPOOBKYBATH MOHITOPHUHT BiAJAIEHUX €(DEKTIB MPOTATroM OuIbI Hixk 10 poKiB micis
JKyBaHHS, 3aJIeXKHO Bij mpotokoiny [V, B].
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