OI'IyXOHI/I KOXXW, MATKNX TKaHen, KocTen

Hanionansnmii incturyt paky, Kuis

AEPMATO®IBEPOCAPKOMA BUBYXAIOYA:
KINHIKA, OIATHOCTUKA TA NNIKYBAHHA

HdepmaTtogibpocapkoma Bubyxatoua (AP CB) xapakTepur3yeTbCsi BUCOKOIO YACTO-
TOlO peuMAnBYBaHHS | HU3bKMM PU3UKOM PO3BUTKY MeTacTasiB. MacoBa yacTka
ADCB ctaHoBUTL 1% cepepn, capKoM M’KNX TKaHUH. 3aXBOPIOBaHHA HarvacTile
po3BMBaETbcs B 0ci6 y BiLi 20-50 pokiB, NoKanisyeTbcsl nepeBaXxHo Ha Tyny6i,
0co6nMBO B AiNgHKaX rpyAHOT CTiIHKU Ta Mie4YoBOro Mosica; Ha reHeTUYHOMY
piBHi npnynHoto nosism AMPCB € B3aeMHa TpaHcnokauisa t(17;22)(q22;913). He-
CMPUATINBMMUN NPOrHOCTUYHMMU hakTopamMu gns A CB € noxunum Bik XBOpuX,
po3mip nyxnuHu >5 cm, nokanisawis B AinsHUi ronosu Ta Wui, BUCOKUN MiTOTUY-
HUW iHAeKC, MyTauis p53 Ta nigBuLLeHa KNITUHHICTb y ricTonpenaparti. HanGinbL
edheKTBHUM METOA0M Xipypri4HOro nikyBaHHS € MiKpOCKOMiYHO KOHTPONbOBaHa
onepauis 3a Mohs, sika cnpusie HaMMeHLUIN KinbKocTi peunaueiB. Ik af'toBaHTHe
NiKyBaHHS NpuU NO3UTUBHUX KpasX pe3ekLii MoXke BUKOPUCTOBYBATUCS Npome-
HeBa Tepanis B CyMapHin BorHuiuesin fo3i 50-60 lp. Mpu micLieBo-nowumnpeHin
i meTactaTuuHin popmax J P CB 3acTocoByOTh iHMGITOP TMPO3MHKiHA3M iIMATUHIG.
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JepmaTtodibpocapkoma BubOyxaioua
(ADPCB) — pinkicHa nmyxjqiMHa, siKa Xa-
PaKTEepPU3YETHCS JTOKAIbHO-arpeCUBHUM
pPOCTOM, BUCOKOIO YAaCTOTOIO PEeUMAU-
BYBaHHsI i BOIHOYAC HU3bKUM PU3UKOM
MeractazyBaHHs. Y 1890 p. S. Sherwell
ta R.W. Taylor He3aneXHO0 OI1H Bill OMHOTO
OMUCAIU L1I0 HO30JIOTiUHY (hOopMY SIK TIPO-
IPecylouy Ta CXWJIbHY 10 PEeLIMIMBYBaHHS
Tic/st XipypriuHoro BUJAJIEHHS MyXJIUHU
[31, 35]. Tepmin «aepmaTodiopocapkoma
BHOyXato4a», IKWi BioOpakae CXUIbHICTh
MyXJUHU 10 (OopMyBaHHSI BUCTYMAOYUX
HaJl piBHEM ILIKipU BY3J1iB, 3alIPOMIOHOBAHO
B 1925 p. E. Hoffman [13].

MacoBa yactka JJ®CB cTaHOBUTH
0,01% cepen ycix 37104KiCHUX TyXJIWH
i 1% — cepen capkoM M’SIKUX TKaHUH |5,
10]. 3axBoploBaHHS MOXe PO3BUHYTHU-
csl B Oynb-sIKOMY Billi, ajie Haifyacrimie
NiarHOCTY€EThCS B 0CiO y Billi 20—50 pokiB.
3a maHuMM Jlitepatypu, Bia 6 10 20% narti-
enTiB 3 JIDOCB cranosnaTs aitu. Ha nymky
nestkux axiBuib, Beauka yactka JPCB
BUHUKAE 11I€ B AUTSTYOMY Billi, ajie JiarHoC-
TYETHCS B IOPOCIIOMY Yepe3 aCUMIITOMATHY -
HICTb i MOBiIbHE TTPOTrPeCyBaHHSI.

Xoua possutok J®CB xapaxkrepHuit
IIJIsI YCiX pac, 3aXBOPIOBAHICThb cepel Ha-
CeJIGHHSI HerpoiqHOi pacu B 2 pa3u BUILA,
HIX IHIIMX MOMYJsILii, O MiaTBepIXKe-
HO HEIIOJAaBHO MPOBEIEHUM aHali3oM
2885 Bunankis [6].

AHasti3 po3rnoisly 3a CTaTTIo MoKa3aB
OJIHAKOBY YaCTOTY ypaKeHHsI cepell 40JI0-
BiKiB i 3KiHOK.

JD®CB nokanizyeTbcst mepeBaxkKHO
Ha TyJay6i, 0cCOOJMBO B AUISIHLI TPYAHOT
CTiHKM Ta muiedyoBoro mnosica (40—50%).
Pinuie myxauHa po3BUBa€ETHCS HA TIPOKCH-
MaJIbHUX AisiHKax KiHuiBok (30—40%),
MpU 1[bOMY YacTillle ypaxKaloThCsl BEPXHi,
ay 10—15% BunazaxiB JIOKaJi3yeThCsl HA ro-

JIOBi (BOJIOCHCTA YacTWHA, IIOKW) Ta IIUI
(HapkmounyHa aistHka) |10, 30].

MOXIMBOIO MPUYMHOI BUHUKHEHHS
J®CB € pizHOMaHITHI TpaBMHU I1LIKipH,
30KpeMa XiMiuHi, TepMiuHi OIMiKu, OMiKK1
ricsist mnpomeHeBoi Tepartii [21, 27]. Ha min-
TPUMKY L€l TeOpil CBIAUUTh BUHUKHEHHS
MEPBUHHOI MYXJIMHU B MicsionepatiitHux
pyOLsIX i pyOLIsIX micst BakumHamii [20, 21].
HasiBHicTh TpaBMU B aHAaMHE3i peECTPYIOTh
y 10—20% Bunaakis.

Ha renetnuHoMmy piBHi IPUYMHOIO MOSI-
Bu JIDCB € B3aemHa TpaHciaokaiis t(17;22)
(q22;q13) [25, 26]. Taki xpoMocoMHi niepe-
OyI0BM MPU3BOMATD 10 3JUTTSI Fe€HA TPOM-
oouuntapHoro (akropa pocry B (T®PB)
Bxpomocomi 22q13.1 ireHa aiaba-aHIiora
tuny 1 Konareny B 17q21 [33]. OcHOBHUM
HacJiiKoM TpaHcnokarii t(17;22)(q22;q13)
€ HaJaMipHe MPOIyKYBaHHS MyXJTMHHUMU
kiaituHamu TOPB, 1110 TpU3BOAUTH 10 aK-
tusauii perenropis TOPB, siki BonHouac
€ I1I Tumom peLienTopiB TMPO3UMHKIHA3H.
BusiBneHHs1 1uXx ayTo- i mapakpMHHUX
MeXaHi3MiB aKTHBallii MPU3BEJIO 10 MOSIBU
MPUIYLIEHHSI, 1O iHTiGITOPU TUPO3UHKI-
Ha3u, 30KpeMa iMaThHi0, MOXHa 3aCTOCO-
BYBaTH B SIKOCTi HEOaJ ' IOBAaHTHOI Teparii
11t TikyBaHHs nauieHTis 3 JJAMCB 3 meToio
3MEHLIEHHS PO3MipiB MyXJIMHU MPU Mic-
1LIEBO-TIOIIMPEHOMY paKy abo 3a HassBHOCTi
MeTacTasiB.

OcHoBHO10 03Hakow JIPCB € micle-
BO-/IECTPYKTUBHUI PIiCT i BUCOKA YacToTa
peUMAMBYBAHHS MiCJsl XipypriYHOTO JIi-
KyBaHHSI.

I1epebir 3axBoproBaHHS PO3MOALISIOTH
Ha aBi dasu. [lepma daza (6asiIKOBa)
MPOSIBIASIETHCSI MIOCKUM 0e300JiCHUM
BOTHUILEM YPaXK€HHSI KOPUUHEBOTO UM (pi-
0JIETOBOTO KOJIbOPY, TBEPIOi KOHCUCTEHIIIT,
o iHQIAbTPYE 1IKipy, ajle He Bpaxae
MPUWJIEri CTPYKTYPHU; XapaKTepU3y€eThCs




pO3IIUPEHHAM OJSIIIKKU 1o mepudepii
Ta MOX€ TPUBATU MPOTITOM POKiB a00 Ha-
BIiTb IeCATUPIY.

st npyroi a3y (MyXJIMHHOI) MpUTa-
MaHHe (DOpMyBaHHSI Ha IMOBEPXHI OJISIIIKNA
MHOXXWHHMX 0€3001iCHUX BY3J1iB i3 HaNpy-
JKEHUM MTOTOHIIEHUM IIKiPHUM TOKPUBOM
CHHIOLIHOTO ab0 KOPUYHEBO-YEPBOHOTO
BinTiHKY. Po3mipu By3J1iB MOXYTh Bapilo-
BaTH Bia 2 10 5 ¢M, a B BUMNAaaKax 3aHen0a-
HOCTI IIpo1iecy MOXXYTh carati 20 ¢cM i MaTti
MHOXMHHI cateflitTd. I3 mporpecyBaHHSIM
3aXBOPIOBAHHST MOXYTb 3’SIBJISITUCS BUpa3-
KyBaHH$I, reMoparii, 00JIiCHICTb IMyXJIUHHUX
BysuiB. 3aszsuuaii JJPCB nokanizyeTses
B MeXax LIKipy Ta He BpaxKae ImoIepo3ra-
1IOBaHi TKAHUHMU, aJle 4acTO PEeLUAUBYIOUi
Yy HeJiKOBaHi MyXJIMHU MOXYTb PO3MO-
BCIOKYBaTHUCS Ha (pacliiro, M’s131 Ta HaBiTh
KICTKM.

Haiiuacrilre niarHOCTUYHOI TOMWIKA
NPUITYCKAIOThCS MpHU Meplliil cTamii 3a-
XBOpIOBaHHS. [IdepeHIIHY JiarHOCTUKY
MPOBOISITH 3 KEJIOITHUM PyOLieM, By3JI0BOIO
MeJaHOMOIO, eNigepMalbHOIO KiCTOIO,
nepmatodidpomoro, Helipodidbpomoro
Ta CKJIEPOIEPMIEIO.

[pu migo3pi Ha IPCB npoBoasiTh iH-
u3iliHy abo TpernaH-0iorciio. JliarHo3 Mae
OyTH MiITBEPIKEHMIA TiCTOJIONYHUM i/ab0
imyHorictoxiMiuauM (1T'X) mocmimKkeHHSIM.
[lepen onepatBHUM BTpYYaHHSIM BUKOHY-
IOTh MarHiTHO-pe30HaHCHY TOoMoTpadiio
TUIS1 OLLIHKY TIMOMHU TPOHUKHEHHS ITyXJIM -
HU B Ipwierti TKaHuHU. KoM’ totepHy TO-
Morpadito BUKOPUCTOBYIOTh JIUILIE TIPU ITi-
[103pi Ha ypaxkeHHsI KiCTKOBOI CUCTEMMU.

[Ipu rictonorivHOoMy HOCHiAXEHHI
BugHo, mwo JMCB ckinamaerscsa 3 KoM-
MaKTHO PO3MillleHUX BEPETeHOMOMIOHUX
KJIITUH i3 BUTSITHYTUMU SIIPAMU Ta MaJIOIo
KIUIBKICTIO LIMTOIIa3MHU, siKa iHMIIbTpy€E
IepMy i pO3ITOBCIOIXKYETHCS B IMiALIKIpHY
KJIITKOBUMHY. MiX KJIiTUHAMU pO3MillleHi
CIMOJYYHOTKAHUHHI BOJIOKHA, TOJIOBHUM
YUHOM IpeKOJareHoBi Ta peTUKYJIiHOBI.
3pisi KoJIaTeHOBi BOJIOKHA TPATLISIOTHCS
no nepudepii MyxJIMHU, 1e PO3MillleHi Ta-
KOX (hokycu ¢pibposyBanHs. PidpobdaacTu
1 BOJIOKHA YTBOPIOIOThH CTPYKTYPHU Y BULJISIIL
3aBUXPEHb, MMYYKiB, SIKi PO3XOISITHCS Y Pi3-
HUX HampsiMKax, iHOMi y BUIJISIAI Kijellb.
IlonibHe po3TairyBaHHSI Hama€ TiCTOJIO-
riYyHOMY TIperapaTy CXOXiCTb 3 MyapOM.
Cryninb nudepeHiloBaHHS MyXJIMHHUX
KJIITUH Y Pi3HUX OIISTHKAX MyXJIMHU HEOm-
HakoBUii. OIHAK KIIITUHU 3 BEJIUKUMU
aTUIOBUMM SIIpAaMM Ta MaTOJOTIUHUMU
MiTO3aMU TPAIUISIOTLCS Pinko. [iraHTChbKHUX
KJIITUH Majio abo BOHU BiCYTHi. ¥ cTpoMi
MyXJIMHU MiCUSIMA BU3HAYAIOTHCS TUISTHKU
ocausHeHHs1. TlyxiauHa 3a3Buyait 3aiimae
BCIO IEpMY i IPOHMKAE B i AIIKiPHO-XXUPO-
BY KJIITKOBMHY. THUMOBOIO AiarHOCTUYHOIO
o3Hakow0 JI®CB € BUHUKHEHHS MTOPS
i3 BEJIMKUMM BY3JIOM JPiOHIIIMX caTeJiTiB.
Eninepmic atpodiunmii, iHOII 3 SBUILIAMU
iHBa3i1 KJIITUHAMU MyXJIMHU i 1eCTPyKLii [2].

Buainsgiors nexisibka riCTOJOTIYHUX
ninpuniB J®CB: nmirMmeHTHa (nmyXjauHa
bennapa) [4, 8], rirantokiiTuHHa Gibpo-
61actoma [32], atpodiuna [18], ckiepo-
3ytoua |7, 12, 29], rpanynboBaHa, hidpo-
capKoMaTo3Ha, MiKcoinHa Ta MioinHa. Yci
puienepesniveni nigsuau JMOCB MawoTh
MeBHi BiIMiHHOCTi B MiKpOCKOTIiUHii1 0y10Bi
(tabm. 1).

Ta6nuua 1. Tictonoriywi nigtunu JOCB

JIN KOXKU, MANKUX TKaHen, Kocten

MUTaHHSI MiHIMaJIbHUX MEX BiICTYITy Bim
Kpalo MyXJIMHU JIJ1s1 TOCSTHEHHS JIOKAJIbHO-
IO KOHTPOJTIO 3aJTUIIAETHCS HE3 ICOBAHUM.
Bucokuii piBeHb permauByBaHHs: JJOCB
micjas XipyprivHOTO BUIAJIEHHS MOXKeE
OyTH MOSICHEHUN €KCLUEHTPUYHUM pPOC-
TOM IyXJIMHU, TIPU IKOMY OKpeMi KJIiITUHU
MPOHMKAIOTh Y MiAIIKIPHY KJIITKOBUHY.
DopMyBaHHS IYMaIbLETOTIOHUX CKYII-

TicTonoriynuin

Oco6nuBoCTi ricTtonoriyHoi 6yaoBu

Exkcnpecis ITX

nigrun JOCB MapkepiB
MirmeHToBaHa  HasBHICTb BEPETEHOMOMIOHNX KNITUH, 3MilLAHMX 3 HEO[HO- CD34+
(nyxnuHa ben-  pigHOIO nonynsuielo MenaHiHBMICHUX AEHAPUTHUX KITITUH S100-
Hapa)
liraHTOKNITMH-  YpaxeHHs aepmu Ta NigWwkipHoi knitkoBuHu. CknagaeTb- CD34+
Ha dibpobnac-  cs 3 0BoigHMUX $ibpo6nacTiB, baraToSAEPHUX FiraHTChKIX $100-
ToMa KJITUH 3 NOICErMEHTAPHAM IAPOM | MCEBLOBACKYNSPHNX
npocTopis. [1CeBAOCUHYCOIAN HE BKPUTI 3CEPELNHMN EHA0-
TenianbHUMK KAITMHAMK | TPOHKKAIOTL Y GOPMi LiynaneLb
Y MiALWKipHY KITKOBUHY
AtpodidHa 3MeHLLEeHHSs TOBLYMHM Jepmu 10 50% nopiBHAHO 3 HaB- CD34+
KOJIMLLIHBOK AEPMOI0, BENMKA KiNbKiCTb BEPETEHOMOAi6- S100-
HUX KNITUH
Ckneposyioya  HasBHicTb Ginblue 50% konareHoBux BONOKOH, MiX SKAMU CD34+
po3milLieHi TMNoBi rictonoriyHi BorHuia JOCB S100-
'panynsipHo-kni- CyMil BepeTEHONOAIOHMX KNITUH i KNITUH 3 PACHUMM Ni30- NK1C3+
TUHHA COMaJIbHUMMU TPAHYNaMM, KPYFIUM €KCLEHTPUYHUM APOM $100-
i BUCTYNAYUMM SAepLSMA
dibpocapkoma- [inepkiTUHHICTb, PACHICTb aTUNOBUX KNITUH, 30iNbLUeH- CD34-
TO3Ha HSI KiNbKOCTi MITO3iB, NPOPOCTaHHS B NiALIKIPHY KNiTKOBU- p53+
HY, CYAVHW Ta M’A3K
MikcoigHa HasiBHicTb 3ipyacTux a6o BepeTeHonoaibHMX KNiTH 3 psic- CD34-
HUM HaKOMUYEHHAM TiaNypPOHiAA304YTANBOrO MyLIMHY $100-
B MiXKNITUHHOMY NpOCTOpI
MioigHa HasiBHiCTb MiOigHUX AINIHOK, PO3NOAINEHNX NO BCil NyX- CD34-
JINHI, SIKi He MAIOTb BiLHOLLIEHHS [0 BONOCSHNX GOniKyniB Desmin-

44 CTIHOK KDOBOHOCHUX CYAUH

Smooth muscle actin+

TonoBuum 1I'X mapkepom mwis JJOCB
€ CD34, axuii ekcripecyerbest B 80—100%
punankis. Bognouac npu 10—-20% JDCB
JIAaHUI MapKep HeraTUBHUI — 3a3BMYail
npu pibpocapkoMaTo3Hilt (hopMi MyXJIMHH,
sIKa € HailarpecuBHiInoro. Ciin 3a3HaYNUTH,
mo exkcrnpecigs CD34 moxe BindyBatucs
i mpu iHmMMX ¢opmax capkom, 30Kpema
npu MiogidbpocapkoMax, emiTeaioITHUX
capKoMax, aHTiocapKoOMax i HaBiTb IIpH Jie-
SIKMX 100posiKicHUX (ibporicTioluTapHux
ypaxeHHsaX (¢pidpomax, ¢idpomikcomax,
nepmatodiopomax) |9, 34]. dnst nudepen-
wianapHOI miarHocTrky MK JIDPCB i hibpos-
HUMU TiCTIOLMTOMaMM BUKOPHUCTOBYIOTh
mapkep Xllla, axuit y 85—90% Bumnankis
€ HeratuBHuM st JJOCB [16].

IIpoTtsiroM ocTaHHIX POKiB ITIPOBOAMIIM-
Cs1 MOCTIKEHHSI 3 MPUBOAY crielMiuHuX
II'X mapkepis: CD163, crpomerizus 11 [3,
14|, HectuH 23], ajie Ha CbOrO/HI iX HE BU-
KOPHUCTOBYIOTb Y PYTUHHI MPaKTHUIIi.

HecnpusitiuBUMKM MPOrHOCTUYHUMU
dakropamu miag JDCB € moxmnuii Bik
nali€eHTa, po3Mip MyXJUMHU >5 cM, JIOKa-
JTi3allisl B OiISTHII TOJIOBY Ta 1IWI, BUCOKUIA
MITOTUYHUI iHAEKC, MyTallist pS3 i miaBu-
IIeHa KJIITUHHICTh y TiCTOIpenapari.

OCHOBHMM METOJIOM JIiKyBaHHSI Ma-
uientiB i3 JJPCB € xipypriunwmii. oci

YeHb KJITUH MPU3BOAMUTD 10 MOSIBU IMyX-
JIMHHUX BY3J1iB Ha BiICTaHi Bill IEpBUHHOTO
BorHuua. Lli ckymueHHsI 10 MeBHOTo yacy
He TIPOSIBIISIIOTHCS KIIIHIYHO, TOMY iIX MOXKHA
He MOMITUTH, SIKIIIO HE BU3HAYATU YUCTOTY
KpaiB pe3exiii.

3a JaHMMM JliTepaTypu, 4acToTa pe-
uuausyBanHg JJPOCB nipu eKOHOMHOMY
BUCIYEHHI (BiACTYN BiJ Kpaw NMyXJIUHU
<1 cm) cranoButsb Bix 20 1o 60% [15, 24].
[Micna mupokoro BucideHHs: (2—3 cm)
JIOKaJIbHI peLIMIMBY BUHUKAIOTh 3HAYHO
pimre — Bix 0 10 30% [15, 24], a npu Bin-
CTyIi 5 cM YacTOTa BUHUKHEHHSI PELIUINBIB
cTaHOBUTH MeHIe 5% [1, 15] (taba. 2).
Takum urHOM, 30iJIBIIIEHHST BiICTYITY Bim
Kpao MyXJIMHU IOCTOBIPHO 3HUXKYE YACTOTY
MiCLIeBUX PELIUINBIB.

JI®dCB MeracrasyioTh Jauiie B 2—5%
BUIIAIKIB, ITIEPEBaKHO B JIETCHIi, TOMY BCIM
nalieHTaM HeoOXiTHO BUKOHYBATU PEHT-
reHorpacdiro OpraHiB rpyIHOI TOPOXHUHU,
a MpM Migo3pi Ha MeTacTaTUUHE ypaxKeH-
HSI — KOMIT' I0TepHY ToMorpadiio.

3abe3neyeHHs BEJIMKOrO BigcTymy
Bill Kpalo MyXJIMHU He 3aBXIU MOXJIMBE,
0CO0JIMBO TpHU JOKali3allii MyXJIMHU B i~
JITHII O0JIMYYS Ta IIMI, a TAKOX Y JiTeil.
PosuipeHHst MexX XipypriuHOro BTpy4aHHsI
TIPU3BOINTH 10 HEOOXITHOCTI ITPOBEACHHST
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TaGnuug 2. YactoTa po3BuUTKY IOKAbHOTO PELUAVBY 3aNIEXHO Bif, BUAY ONEPaTUBHOMO BTPYYaHHS

ExoHOMHe BuUCi-

Linpoke BuciveHusa MikporpadiyHa xi-

Astop PIK  yewns(<2cm),%  (2—3cm),% pypris 3a Mohs, %
D. Dubai 1984 - 0 0
E.G. Rutgers 1992 50 13 -
H.M. Gloster 1996 43 18 0,6
W.B. Bowne 2000 85 15 -
A. Paradisi 2008 - 13,2 0
W.E. Love 2009 - 1 0
B. Llombart 2011 - 17 0

OUIBII CKJIAOHUX IJIACTUYHUX OIlepaliii,
1110 MiABMILYE PiBeHb MicsionepaliiiHux
YCKJIaAHEHb i MOXe CIIPUYUHUTU Cepio3-
HUM KOCMETUYHUM nedeKT.

Huni 30;10TIM CTaHZapTOM XipypridyHO-
ro aikyBaHHs ipu 1P CB € MiKpocKomiyHO
KOHTpOJIbOBaHa orepailist 3a Mohs, micis
BUKOHAHHSI SIKOi pelMIMBA BUHUKAIOTh
meHe Hix B 1% (0—8,3%) [17]. Mikpocko-
MiYHO KOHTPOJIbOBaHa omepallis 32 Mohs
IO3BOJISIE BUBHAYUTHU IIyNaJIbLEIOIi0H1
ckymueHHs kiaiTuH JJ®CB Ta nposectu
BUIAJICHHSI Pe3UIYaIbHOI ITyXJIUHU.

Taxka onepallist cK1anaeThes i3 AEKiab-
Kox etariB. CrioyaTtky BAKOHYIOTb BUIAJICH-
Hs1 JIOCB i3 BiacTynom Bii BUTUMOI MeXi
nyxiHU Bim 0,5 10 1 M, TIpy LIbOMY CKaJlb-
nejib TpUMaloTh g Kyrom 45°. HkipHuit
neeKT THMYACOBO 3aKPUBAIOThH [TOB’SI3KOI0
110 TOTO, SIK Oy/e MpOoBeaeHO MOBHE BUIA-
JICHHSI yXJIMHU. BunaneHy TkaHuHy Ta Kpai
paHU MapKipyloTh, a MoTiM ¢doTorpady-
10Th. Bunanenuit nmpemnapar po3niisieThCst
Ha OKpeMi CeKllii 3 TOUHUM MO3HAYEHHSIM
iX aHaTOMIUYHOI Opi€HTallii; MicJIsl LbOTO
cexiii (ikcyloTh y hopMatiHi Ta 3aJuBa-
101 nmapadinom. s nocaimkenns JOCB
He BUKOPHUCTOBYIOTbCSI 3aMOPOXKEHi 3pi3H,
TOMY 11O 1I¢ YCKJIATHIOE BUBHAYEHHSI iHBa3il
B MiALIKipHY KJIiTKOBMHY. Ha BiaMmiHy Bin
LIMPOKOTO BUCIUEHHSI, TIPU SIKOMY POOJISITh
BEpPTUKAJIbHI 3pi3u napadiHOBUX OJIOKIB,
npu omepaiii 32 Mohs BUKOPUCTOBYIOTh
TOPU3OHTAJIbHI MOCiA0BHI 3pi3u. 3pi3u
(bapOyIoTh TeMaTOKCHJIIHOM Ta €03MHOM
(H&E); niarto3 miarBepmxyoth IIX moci-
mxkeHHAM CD34. Y XxBopux 3 TO3UTUBHUMU
KpasiMu pe3eKliil MPOBOIATh PeeKCIIU3il0
pe3uayabHOI MyXJIMHMU 3 BigcTynom 0,5 cm.
IIporiec peekciiu3ii TOBTOPIOIOTH 10 AOCSIT-
HEHHSI MiKpOCKOIIIYHOI BiICYTHOCTI ITyXJIN -
Hu. [licast ocsirHeHHsT HeraTUBHUX KpaiB
pesexiiii (RO) TpoBOAsATE pEeKOHCTPYKILiIO
TKaHuH. IlIKipHa ruiacTuka Mpu 3aKpUTTi
paHeBOro nedeKTy Moxe OyTH BUKOHaHa
3a IONIOMOT'OK0 MiCLIEBUX TKAHUH, BUTbBHUM
IIKipHUM KJIaTITeM 00 KOMOiHAIIi€I0 JaHUX
METOAMK.

YV Bumangkax, KoJIM XipypriyHe BUIaJIeH-
HsI yXJIMHU HEMOXJTUBE (ITPU MiCLIEBO-T10-
LMpeHiit i MetactatnuHiit popmax JDPCB),
aJIbTepHATUBOIO Xipyprii CTalOTh TapreTHa
Teparist i TpOMEHEeBUI1 METO, JTIKyBaHHSI.

B sikocTi TapreTHoi Tepanii BUKOPUCTO-
BYIOTb iHTiOITOp TUPO3MHKIHA3M IMATUHIO,
SIKMI BIleplle OyB 3aCTOCOBaHUIA y Iajtia-
TUBHII Tepartii 4 XBOpUX 3 METaCTATUYHOIO
JADCB. V¥ 2 Bunagkax ehekt OyB TMMYa-
COBHMM: 3MEHILIINCST PO3MipH Ta KiJIbKiCTh
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JIETeHEeBUX METACTAa3iB, ajile BOHU MOBHICTIO
He 3HUKJIM. B iHIIMX 2 Malli€HTiB TOCATHYTO
noBHOI perpecii myxymHu. Li ooHamiiauBi
pe3yJIbTaTv MOCTIPUSLIA MPOBEACHHIO HOBUX
TIOCIIIKEHb, K HACIiI0K, CbOTOIHI iMa-
TUHI0 BKJIIOYEHO 10 CTaHIaPTiB JiKyBaHHSI
TAIliEHTIB 3 MiC1IEBO-TIOIIMPEHOIO Ta METa~
cratuuyHowo dopmamu JPCB y GinblnocTi
kpain €Bponu ta Cronmyyenux ILlltaTax
(ta6u. 3) [19]. Cnix 3a3HaunTH, 1110 32 Bil-
cyTHOCTI TpaHciokaiii t(17;22)(q22;q13)
Teparisl iHri0iTOpoM TMPO3MHKiHA3U Oyie
Hee(EeKTUBHOIO, TOMY GakaHO BUKOHYBATH
MOJIEKYJISIDHUIA aHaJli3 MyXJIMHU METOIOM
ToJIiMepa3Hoi JIAHLIFOTOBOI peakilii uu i1y~
OpeCLIeHTHOI ridpuau3aliii iz sifu 10 moyat-
Ky IIpU3HAYeHHS iMaTUHIOY.

Ta6nuus 3. EdeKTMBHICTb 3aCTOCYBaHHS iMaTy-
Hiby B nikyBaHHi xBopux Ha JOCB
Kinb-

LocnigxeH- Pik KicTh 06_ eKTu_BHa
HA BiANOBIAb
XBOPUX
R.G. Maki 2002 4 2 CR,2SD
G. McArthur 2005 10 4 CR, 5 PR,
18D
M. Heinrich 2008 12 4 CR, 6 PR,
2 PD
D. Kerob 2010 25 9CR, 16 PR
B. Llombart 2013 100 50 CR

*CR — complete response (noBHa perpecis),
PR — partial response (4actkoBa perpecisi), SD —
stable disease (cTabinisauis 3axoptoBaHHs), PD —
progressive disease (nporpecyBaHHs 3aXBOPIOBAHHS)

IIpu ricTonoriyHoOMy AOCHiIXEHHI
pupanenux JMCB micisa nikyBaHHS iMa-
TUHIOOM B OJHMX BUITaJKax 3HAXOASTh
MaJIOKJIITUHHY (piOpoBacKyIsIipHY abo
HaBiTh pyOLIeBY TKAHUHY, a B iHIIIUX — iH-
TaKTHY MyXJIUHY. JlesiKi BUeHi BBaXKaloThb,
110 iIMATUHIO BUKJIMKAE AMONTO3 KJITUH
OyXJIUHU Ta 1i TOBHY AECTPYKIIilO; iHII1
JNOTPUMYIOThCSI IYMKH, 11O TIi/l BIULIMBOM
nikyBanHst [JJMOCB 3miHIO€ cBiil (peHOTHIT,
BHACJIiIOK YOT0 3HUXKYETHCS MpoJtihepaltist
Ta 3MEHIIYIOTBCSI PO3MipH MTYXJIMHMU.

VY nitepaTypi TparuisiloTbCsl MOOAHU-
HOKIi MOBiIOMJIEHHSI PO 3aCTOCYBaHHS
nosixiMiorepanii 3 BUKOPUCTaHHSIM JTOK-
copy6imHy Ta ipocdaminy mpu meracra-
TuyHii JOCB.

HesBaxarouu Ha te mo JPCB Bin-
HOCSITh 10 PaliouyTJIMBUX MYXJUH, POJIb
TIPOMEHEBOI TepalTii 3aJIUIIAThCS 10 KiHIIST
He BU3HaueHor. Y 1996 p. M.T. Ballo no-
BiIOMMB MPO BUKOPUCTAHHSI TPOMEHEBOI
Teparii B 103i 50—60 I'p B anx’toBaHTHOMY
pexuMi y 19 xBopux Ha JJDCB, 6 i3 sikux
MaJju MO3UTUBHI MiKpOCKOMiYHi Kpai
pesexuii. ITicasa 10 pokiB criocTepekeHHS

Onyxonun KoXu, MArKNx TKaHen, Kocten

peLUaANB 3aXBOPIOBAHHST BUSIBJIEHO JIMILIE
B 1 xBoporo. ¥ 2000 p. M.L. Sun omny6ti-
KyBaB pe3yJbTaTU JiKyBaHHS 35 maii-
eHTiB i3 IMCB, 11 i3 9Kkux oTpuMyBaIn
an’10BaHTHY ITPOMEHeBY Tepamito. Perm-
IVBY MyXJIMHU Oyiu BusiieHiy 9 (37,5%)
XBOPUX, SIKUM BUKOHYBaJIM JIMILIE Orepa-
TUBHE BTpyJaHHs, Tay 2 (18,2%) nariieHTis,
SIKi OJIep>KyBaJIi KOMOiHOBaHe JIiIKyBaHHSI.
3arajibHOMPUITHSITUM CbOTOTHI BBAXKA-
IOTh 3aCTOCYBaHHHS IIPOMEHEBOI Teparrii
NpU MO3UTUBHUX KpasiX pe3eKiil micis
MPOBENEeHHs XipypriYHOTO BTPY4YaHHSI,
KOJIM peeKCIIU3is HEMOXJIMBA, a TaKOX
IpU MyXJIMHAX BEJIMKUX pO3MipiB, HaBiTh
3a HasIBHOCTi HEraTUBHMX KpaiB pe3eKllii.
XBopi MicJs paguKaJlbHOTO JIIKyBaHHSI
3npusBony JIP®CB noBuHHI nepedyBaTH i
CITOCTEPEKEHHSIM i TIPOXOIUTH OTJISIT KOXKHi
6 Mic mpoTdaroM nepumux 3 pokiB, KOJIU
PU3KMK BUHUKHEHHSI PEIIUIMBY HAWBUIIUIA,
nani — 1 pa3 Ha pik. [1pu uboMy HalOiLIbITY
yBary CJIiJ MPUIUISTA OTJISIY Ta MajIbITaiil
micasionepaliiHux pyolLiB.

KJTIHINHUA BUNALOOK

Xeopa A., 1960 p.n., 36epuyaacs y 6io-
dinenns oHKoopmonedii, nyxauxn wkipu
ma m’skux mxkanun Hauionanvhoeo incmu-
mymy paky 6 cepnui 2013 p. 3i ckapeamu
Ha HaseHicmb peyudugy NyXauHu 6 OinsHyi
nicasgonepauyiitnozo pyouys 6 npoekuyii aigoi
NONAMKU MA MHONCUHHUX NYXAUH M’ SIKUX
MKQHUH CRUHU, 2PYOHOI KAIMKU.

Anamnes 3axeoproganns. Y 1995 p. xeopa
NOMIMUAQ NOABY NYXAUHU 8 NPOeKUii Ni6oi 10-
namxu. [lyxauna nocmynoeo 36invuiysanacs,
nouana 6oaimu npu NAALNAYLL, WKIpa Hao Hero
cmana cuniouwHo2o koavopy. Y 1997 p. xeopa
36epHyAacs 00 UEHMPAAbHOI PaAlOHHOI AIKAPHI.
Iicas doobcmediceHHs: BUKOHAHO BUCIUEHHS
nyxaunu 3 giocmynom 6io kparo <1 cm. Ticmo-
JN02IMHUILL BUCHOBOK: depmamogibpocapkoma.
Y 2000 p. xeopa 36eprynacs do Hayionans-
HO20 IHCmumymy paky 3 npueody peuuousy
NYXAuHU 8 OLNSHYI NICASONepayiiHo2o pyous.
08.04.2000 p. 6yno euxoHaHo euciuenHs peyu-
duey 3 eidcmynom 6i0 Kparo nyxaunu 0o 2 cm.
iaeno3 depmamoghiopocapkomu niomeepodiceHo
eicmonoeiuno. Ha nowamxy 2013 p. nauyienmka
NnoMImuAa peyuous nyxXauHu 8 OLAsIHYI nicasone-
DPauitinoeo pyoys ma nYXAuHUu M IKUX MKaHUuH
6 dinanyi npaeoi sonamku. 19.04.2013 p. eu-
KOHAHO WUPOKe BUCIMeHHs Peyudusy nyXauHu
Ma nyXAUHU M STKUX MKAHUH 8 OLSIHYI nPasoi 10~
namku 3 8I0CHYNOM 6i0 8UOUMO20 KPaio NYXAUHU
0o 3 em. Ilamoeicmonoeiunuii suctosok: JIPCB
HU3bK020 cmyneHs: ougeperyitosarnts (G3).

Ilpu nosmopromy 36eprenni nayieHmxku
ycepnri 2013 p., nicas doobcmedicerHst, 610 npo-
6edeHo nepuuil Kype ximiomepanii 3a cxemoro 1A:
ighocgpamio 5000 me/m? 6 1—2-ii derv eHympiui-
HbOBEHHO, Q0KCOpYOiyuH 50 me/M? 6 1-ii Oetb 6Hy-
mpiwrvoserHo. [Ipu KoHmpoasHoMy 0ens10i uepe3
3 mudic 8UsABAEHO NPOSPECYBAHHS 3AX80PHOBAHHS,
WO NPOSBUNOCS NOSABOI) HOBOYMBOPEHD Y Nio-
WIKIPHILL KAIMKOBUHI nepeoHboi epyOHOI cmiHKU,
00K060I cminKu Jcueoma cnpasa, y OinsaHuyi
npagoeo naeva. 3miHeHo cxemy Ximiomepanii:
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ighocgpamio 5000 me/m? 6 1—2-ii derv eHympiui-
Hb08eHHO, doKcopyOiyun 50 me/m* 6 1-ii Oerb
HYmpiuHb06eHHO, dakapoazun 800 me/m? 6 1-ii
denv (MAID).

Ha yeii uac xeopa npoooeicye AiKy8anHs.

BUCHOBKMU

e JIMOCB € piaKicHOIO MyXJIMHOMWO, sKa
ypaxye aepMy i MOXKe PO3TMOBCIOIKY-
BaTUCS Ha MPWJIETJTi TKAHUHMU.

e JIOCB cxuibHAa 10 MiCLIEBOTO pELUI-

BYBaHHSI.

Haii6inpi eheKTUBHUM METOIOM JIi-

KYBaHHSI € MiKPOCKOITIYHO KOHTPOJIbO-

BaHa orepallis 3a Mohs, sika cripusie

HaMMEHIIii KiTbKOCTi peLiuauBiB.

e (x am’1oBaHTHE JIIKyBaHHS IIpU IO-

3UTUBHUX KpasiX pe3eKllii Moxke BU-

KOPHCTOBYBATHUCSI TIPOMEHEBa Tepartist

B CyMapHiii Boruuuiesiii 1o3i 50—60 I'p.

Ilpu MicueBo-TOMMpPEHili i MeTa-

cratuyHiit popmax JJPCB BinHOCHO

e(eKTUBHOIO € CUCTEMHa Tepalris
iHribiTopaMu TUPO3UHKiIHA3U.
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Dermatofibrosarcoma protuberans: symptoms,

diagnosis and treatment

HauwnoHanbHbiIi MIHCTUTYT paka, Kues

Pestome. [Iepmarodudbpocapkoma Beioyxatomiast (1PCB) xa-

S.Y. Korovin, V.V. Ostafiychuk, M.N. Kukushkina, A.Yu. Palyvets,
V.0. Kolesnichenko

National Cancer Institute, Kyiv

Summary. Dermatofibrosarkoma protuberans (DFSP)

paKkTepU3yeTCs BBICOKOI YaCTOTON pelIMINBIUPOBAHUS U HU3KUM
pUCKOM pa3BuTusi MeTactazoB. Maccosas nosist IPCB cocrasnsier
1% cpenu capkoM MSITKMX TKaHei. 3aboJieBaHKe yallle pa3BUBaCTCs
y qui B Bo3pacte 20—50 jieT, MperMyIiecTBeHHO JIOKAJIN3YeTCs
Ha TYJIOBMILE, OCOOEHHO B 00J1aCTU I'PYAHON CTEHKHU W TUIeve-
BOTO IM0sICa; HA TEHETUYECKOM YPOBHE NMPUUYMHON TOSIBICHUS
JDCB sBnsiercs B3aumHasg TpaHciaokauus t(17; 22)(q22;q13).
Heo6naronpusitHbiMu porHoctTuyeckumu hakropamu wist JOCB
SIBJISIIOTCSI TIOKWJION BO3PAcT OOJIbHBIX, pa3Mep OIMyXOJIH >5 CM,
JIOKaJIM3alus B 00JIACTY TOJIOBBI U IIeU, BBICOKUIT MUTOTUYECKUI
MHIEKC, MyTalus p53 U MOBBILICHHASI KJIETOYHOCTh B TMCTOTIpE-
napate. Han6omnee 3¢ eKTUBHBIN METOI XHMPYyPrHIEeCKOTo Jiedue-
HUSI — MUKPOCKOITMYECKU KOHTpOJIMpyemast orepariusi mo Mohs,
KOTOpasi MPUBOIUT K HAMMEHBIIEMY YMCITy peLMANBOB. B KauecTse
aIbIOBAHTHOTO JICYEHUS TIPU TOJOXMUTEIbHBIX KpasiX pe3eKLnu
MOXET UCIIOJIb30BAThCS JIyueBas Teparivsi B CyMMapHO# 04aroBoii
no3e 50—60 I'p. I1pu MecTHO-pacnpoCTpaHEHHOM 1 METacTaTH -
yeckoil hopmax 1P CB npuMeHstoT MHrMOUTOP TUPO3ZUHKUHA3ZBI
UMaTUHUO.

Kuouessie ciioBa: nepmarodpubpocapkoMa, reHeTuKa, auar-
HOCTUKA, UMAaTUHUO, XUPypPruuecKoe JieueHue.

is characterized by a high frequency of recurrence and a low risk
of metastasis. The mass fraction DFSP is 1% of soft tissue sarcomas.
The disease is most common in patients 20—50 years old and
mainly localized on the trunk, especially on the chest wall and the
shoulder girdle; on the genetic level the cause of DFSP is the mutual
translocation of t(17;22)(q22; q13). The unfavorable prognostic
factors for DFSP is the advanced age of patients, the tumor size
more than 5 cm, the location on the area of head and neck, the
high mitotic index, p53 mutation and the increased number of cells
in the histological preperation. The most effective method of surgery
treatment is microscopically controlled operation for Mohs, which
leads to the smallest number of relapses. As an adjuvant treatment
of positive edges of the resection can be used radiotherapy by the total
focal dose 50—60 Gy. With the local widespread and the metastatic
DFSP is using the inhibitor of the tyrosine kinase imatinib.

Key words: dermatofibrosarkoma, genetics, diagnosis, imatinib,
surgical treatment.
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