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HANUISAPHA KPAHIO®APUHI'TOMA XIAZMAJIBHO-CEJISIPHOI
JIJIAHKHA JIBOPYY: OIINC BUITA/ZIKY 3 IPAKTUKHU

Cakan I'.O., Hogixoea A.M.
Xapxiscokutl HayioHanbHUL MeOudHull YHisepcumem, M. Xapkis, Ykpaina

Beryn. Kpaniodapunriomu (K®) € pinkicHuMHU, T00pOSIKICHUMH, aje JIOKAIbHO arpeCUBHUMHU
MyXJIMHAMU TinoTanamo-TinodizapHoi 001acTi, SKi CTaHOBIATH pubn3HO 1,2-4,6 % yciXx HOBOYTBOpEHb
romoBHoro Mo3ky (Diaz M.J. et al., 2022; Larkin S.J. & Ansorge O, 2013). IommpeHicTh KOTUBAETHCS
B Mexkax 0,5-2,5 BunazkiB Ha 1 mitH Hacenenns (Diaz et al., 2022). Buninsitots 18a Mopdotoriyaux
migxrum KO: anamanturomaro3nuii (aK®), 1110 yacTiimie qiarHoCTyeThes y AiTeid, Ta nanisipanil (mK®),
SIKUI Malike BUKJTFOYHO TparusieThes y popociux (Prieto R. et al., 2022; Larkin S.J. & Ansorge O, 2013;
Blakeley J.O., 2023). [Tatorene3 aK® acoriroeTbes 3 3aIMIIKaMy eMOPiOHAIBHOTO SMITENi0 MilllKa
Patke, Toal sx nK®, 3a maHuMu OCTaHHIX HOCHIIKEHB, HAWUYACTIIIE € HACIIAKOM METAILIaCTUIHOL
Tpanchopmartii KriThH nepeaHboi yactku rinodiza (Larkin S.J. & Ansorge O, 2013). TTonan 90 % nK®
maroth Mytaiito BRAF V60OE, 1o BimkprBae mepcrekTiBH uisi TapretHoi Teparii (Hanona P. et al.,
2024). Kniniuni nposisu KO 00yMOBIIeHI KOMIIPECi€l0 Xia3MH 30pOBHX HEpBIB, rimoTtajamyca Ta
rinodiza. Lle 3ymMOBII0€ MOpYILICHHS 30py, HEMPOIICUXIYHI PO3IaaU Ta TIMOMITYiTapu3M, 10 YacTo
iMiTYyI0Th iepebir ageHomu rinodiza (Diaz M.J. et al., 2022). V 3B's3ky 3 piakicTio KO Ta Bucokum
pU3UKOM (YHKIIIOHAJIBHUX MOPYIIEHb, OCOOIIMBO BAXXIMBUM € MOTINOJIECHE BUBUEHHS maTtoMopgo-
JIOTIYHHUX XapaKTEPUCTHK Ta BJOCKOHAJICHHS TAKTHKY JIarHOCTUKH 1 JIIKyBaHHS TAKHUX TAIlIEHTIB.

Meta — BHBUMTH MOP(}OIJIOTIYHI OCOOJMBOCTI Ta ajIrOPUTM IarHOCTUKH 1 JiKyBaHHS KO
Ha MPUKIAJ] KITIHIYHOTO BUITAJIKY.

Marepianu Ta METOAM IOCTiKEHHs. Y poOOTi MpoaHali30BaHO KIIHIYHUNA BHITAJ0K 64-pidHOT
MAI[IEHTKH, SKa 3BEpHYJAcS 31 CKapraMd Ha TOJOBHHM Oilb, MPOTPECYIOYe MOTIPIICHHS 30Dy,
a TaKOXK KOTHITHBHI po3naau. 3 aHamMHe3y BiOMO, 110 CUMITOMAaTHKa HAapOCTala MPOTITOM JABOX
POKIB, 13 PI3KUM MOTIPIICHHAM 3a MICSIb O rocmitainizamii (y BUIJISAA 3HaYHE MOTIPIIEHHS 30pY
Ta mopymeHHs: mam'ati, wmwucieHHs). [lamientui Oyno mnpoBegeno MPT romoBHOTO MO3KY
Ta MaToMop(doIoTriyHe JOCIIJKEHHS ONepaliiHOro Marepiany.

Pesynpratn. MPT rojaoBHOro Mo3Ky BUSIBWJIA JBOKaMEpHE KICTO3HE YTBOPEHHS HENPaBUIbHOT
dbopMH 3 UITKUMH KOHTypaMH, po3mipamu 24x28x26 MM, 0e3 03HaK OOMEXeHHS AUPy3ii, 110
MICTUTh OUIKOBO3B&XKEHY PIAUHY, OUIbII IMOBIPHO, M'SKOTKAaHMHHI KOMIIOHEHTH 32 BHYTPILIHIM
KOHTYpOM po3Mipamu 8x5 MM 9x4 Mm. HOBOYTBOpEHHSI pO3TAILIOBYETHCS €HIOCEIISIPHO, MOIIUPIOIOYNChH
y CypaceisipHy Ta MiDKHIKKOBY LIMCTEPHH, TpyOO BIATICHSAIOUM MaMUTSIPHI TUTBLIA, X1a3My Ta 3aIy4atouu
il JIBy MOJIOBHHY, a TAaKOX JHO 3-TO LUTyHOUKa Ta Tinoraiamyc 3iiBa. ['inodi3 ceprnoBuaHoi Gpopmu,
BIITUCHYTUH 10 JaHA Typeubkoro cianma. Hixkka rimodiza He mudepenuitoerscs. byB HamaHuii
HAaCTYMHMHA BHCHOBOK 3a pe3yibTaramMu MPT: o3Haku HOBOYTBOpEHHs rimortanaMo-TrinodizapHoi
obnacTi, OLTbII IMOBIpHO, KpaHioghaprHTrioMa. MHOKMHHI BOTHHIIA JOOHUX YaCTOK CYIMHHOTO T€HE3Y.
BcraHoBiI€HO HAcTymHMH KITIHIYHMMA J11arHO3: HOBOYTBOPEHHS Xia3MallbHO-CEJSIPHOI JIIJISTHKH,
OiTeMnopaipHa TreMiaHoncid. BpaxoByloudm HasBHICTb 3HAYHOTO HOBOYTBOPEHHS Xia3MaJlbHO-
cemsipaoi aurstHkA (XCJ) xBOpiii BHKOHAHO OMEparlifo: NTEpiOHATbHA KPaHIOTOMIs 37iBa Jis
xipypriusoro BujaajgeHHss HopoyrBopeHHs: XCJl. Matepian micis BUganeHHs OyJio HalpaBleHO s
MaTOTICTOJOTIYHOTO JocimkeHHs. [Ipu gocmipkeHHl oTpUMaHoro Marepiany, O0yso BCTaHOBJIEHO,
10 HOBOYTBOpEHHA Oyn0o JOOpOSKICHUM Ta TMOXOJWIO 13 IUIOCKOro emiTenito, OynoBa
HOBOYTBOPEHHS BIJMOBIa€ CKBaMO3HIN ManiisipHii kpaHiodapuHriomi. TakuM 4MHOM, YTOYHEHO
KJIIHIYHUH /1arHO3 3 YpaxyBaHHAM pe3yJbTaTiB MaTOTiCTOIOTTYHOTO JOCTIKEHHS: HOBOYTBOPEHHS
Xia3MalbHO-CeJUIApHOi TUISIHKM  (KpaHiodapinrioma). Cran micins omeparii: nTepioHaNbHA
KpaHiOTOMisl 371iBa, BUJAJICHHS] HOBOYTBOPEHHS Xia3MalbHO-CEUIPHOT TIISTHKH.

Bucnosku. [TaninsgpHa kpaniopapruHrioma € OKpeMUM MiATUIIOM MYXJIMH Xia3MaJIbHO-CENPHOT
JUISHKY, 110 Maike BHKIIOYHO 3ycTpidaeTbcs y popociux. MPT no3Boisie 3amiio3puTH THIT
MyXJIMHYU, OJJHAK OCTaTOYHa BepHdikalis AlarHo3y MOKJIMBA JIMIIE Ha MiJCcTaBl MOPGOIOTIYHOTO
TOCITIUKCHHsI. BU3HaueHHS TUNy TyXJIWHU € KPUTHYHUM JUIi BHOOpPY JIIKYBaIbHOI TaKTHKH.
KommiekcHu#t migxig 10 AIarHOCTHKM Ta MUKIAWCIHUIUTIHAPHE BEJACHHS TaKUX TAIlI€HTIB
JO3BOJISIIOTH JTOCSATTH KPAIIUX KITHIYHUX PE3yIbTaTIB.

KimrouoBi crnoBa: nmyxyimHa, KpaHiohapHHIioMa, Xia3MaJbHO-CEIpHA JUISHKA, KJIIHIYHUNA BUITAJIOK.
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ETIOJIOI'IA I'INEPTPO®IYHOI KAPJIIOMIOIIATII

Canoocnuuenko J1.B., Kosnoea K.C.
Jninpoecoxuii depoicasrnuit meouunuil yrisepcumem, m. J{ninpo, Yxpaina

Beryn. TNineprpodiuna kapmiomionaris (I'KMII) — e momupeHe reHeTHYHE 3aXBOPIOBAHHS
MiOKap/a, 110 CYHNPOBOKYEThCS MOTOBIIEHHSM CTiHOK JIiBOTO IIIyHOUYKa (piAllle MpaBoro) Ta
MOTEHIIHO CEepPHO3HUMH YCKIIAJHEHHSIMH, 30KpeMa pantoBoro cMmepTio [1]. I'eHernuni mpuynnm
1 pi3Hi peHoTUIH, HA 1IeH Yac, Bce OLIbIIE BUSABIISIOTHCS caMe I10 111l maToJorii [2].

'KMII € mommpeHuM 3aXxBOPIOBAHHIM Y BChOMY CBiTi, SIK Ui JOPOCIWX TaK i Ui JITEH.
JlocmiKeHHs, K1 TIPOBOJIMIIMCS 3a JIOTTOMOTor0 exokapaiorpadiunoro mociimkenns cepus (ExoKID),
MoKa3aym, mo il MOMMPEHICTh cepel MOpPOCIuX KonmBaeTbcs B Mexax Bim 0,16 % mo 0,23 %.
CepenHiii TOKa3HUK 3aXBOPIOBAHOCTI CTaHOBUTH mpubmuzHo 0,20 %, mo o3Hayae, mo 1 mroauHa
3 500 mae 11e 3axBOoproBaHHA. Tak, 3riHO 3 ACSIKUMHU JIOCIIIPKEHHSIMH, IIOPIYHA 3aXBOPIOBAHICTh HA
I'KMII cepen miteii ctanoButh 6mu3bko 0,3-0,5 Bunazakis Ha 100 THC. oci6. BapTo 3a3HauutH, 1110
cepenl yciX BUMAJAKIB KapaioMionarii y nutsuomy Bimi wactka I'KMII cknagae Bix 41 % mo 58 %.
L1i maHi miAKPECIIOI0Th BaXIIMBICTh PAHHBOI A1arHOCTUKH Ta CIIOCTEPEKEHHS 3a JIIThbMU 3 Mi103pOI0
Ha Kap[10M10TaTio.

Mera. V3aranbHeHHs JaHUX 3 TpuurH BUHUKHEHHs [ KMIL.

Martepianu 1 metoau. s AOCATHEHHsS MOCTaBJIEHOI METU MU BUKOPHUCTAIM JlaHl Cy4acHUX
(3a ocTaHHi# pik) Ta 6a30BUX JHKEPEI JITEPATYPH.

Pesynbrat. OcHoBHOIO eTionoriyHoro npuunHoo ['KMIT e myrariii B reHax, 1110 KoayroTh O1JIKOBI
KOMIIOHEHTH CapKOM epa — CKOPOUYBAJILHOTO eJIleMeHTa cepiieBoro M'sa3a. Came i myrarii Oy1yTh
MIPUYMHOIO TOPYLIEHb B CTPYKTYp1 Ta QYHKIIIT MioKapaa, 1o npusesae 1o ioro rineprpodii. 'KMIT
YCHaKOBYETHCS 32 ayTOCOMHO-AOMIHAHTHUM THUIIOM, TOOTO JIOCTaTHHO HASIBHOCTI JIMIIE OJHIET KOMii
MyTOBAHOTO T€Ha, YCIaJKOBAHOTO BIJ OJHOTO 3 OaThbKiB. [3] HailOimbln 4acTHMH NATOTEHHUMH
reHamu OynyTh: MYH7 (Baxkkuii nanmror miosuny)— 1o BussiseTscs B 20-30 % xBopux,
MYBPC3 (mio3un-3B's3ytounii 6imok C), sikuit Oyno 3HaiineHo B 30—40 % mamienTiB. [o iHmmx
MyTaIliii, 10 KOAYIOTh OLIKM capkoMepa MokHa BigHectH: MYL2 (2-4 %), MYL3 (1-2 %),
TNNT2 (5-10 %)-tporonin T, TNNI3 (4-8 %), TPM1 (<1 %), ACTC1 (<1 %). I'enernuHni
BapiaHTU MOXYTh HE TIJIbKU BIUIMBATH HA HASBHICTH MATOJIOTII, a IIe W Ha CTYMiHb rinepTpodii,
BHUPaXXEHICTh 0OCTPYKIIIi Ta PU3UK PANTOBOI CEPLEBOI CMEPTI.

JlesiKi matieHTH MOXYTh MaTu JEKUIbKa BapiaHTiB OTHOTO TeHy ab0 IeTepO3UroTHI BapiaHTH JIBOX
OJTHaKOBUX a00 Pi3HUX TeHIB. JlOCHPKEHHS TTOKa3alu, 0 MaIli€HTH, K1 HOCATh CKJIa/IHI TeHeTUYH1
BapiaHTH, MAIOTh OLTBIII paHHIN MOYATOK, OUIBII BaYKKUH KIIHIYHUHA (PEHOTHII 1 TipIuuii mporHos [4].

Takox MOTOYH1 AOCHIIKEHHS BKa3ylOTh, IO MaTOT€HH1 FTeHETUYH] BapiaHTU HE BUSIBIISIOTHCS Y
3040 % mnamientiB 3 ['KMII. IlpuynHoio MOXyTh OyTH crioOpajndHi MyTauii — SKi pO3BHBAIOTHCS
0e3 CIMEHOT0O aHaMHe3y, 110 BKa3ye Ha HOBI MyTallii, METa0OJIIuH1 MOpYyIIEeHHS (3MIHH B METa0O0Ii3Mi1
KUPHUX KHUCIOT Ta TJIIOKO3M), MITOXOHJApiaJibHI TOpYIIEHHS (MITOXOHJpiajbHI XBOPOOH, IO
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