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HaunionanbHuii iHcTUTYT paKy, Kuis

AEPMATO®IBEPOCAPKOMA BUBYXAIOYA:
KJIHIKA, OIATHOCTUKA TA JIIKYBAHHSA

NepmaTtogdibpocapkoma Bubyxatoua (AP CB) xapakTepn3y€eTbCsi BUCOKOIO HACTO-
TOlO peuuanBYBaHHS | HA3bKMM PU3NKOM PO3BUTKY MeTacTasiB. MacoBa yacTka
ADCB ctaHOBUTL 1% cepep, capkoM M'IKUX TKaHUH. 3aXBOPIOBaHHS HanlyacTille
po3BMBaETbcs B 0cib y BiLi 20-50 pokiB, NnoKanisyeTbcs nepeBaxHo Ha Tynyo6i,
0co6nnBO B AinsiHKax rpyaHoi CTIHKW Ta NNe4YoBOro nosica; Ha reHeTUYHOMY
piBHi npuunHotlo nosien A PCB € B3aeMHa TpaHcnokauia t(17;22)(q22;q13). He-
CNPUSTAMBUMM NPOrHOCTUHHUMM dakTopamu ansa D CB € noxnnnn Bik XBopux,
po3mip NyxnuHu >5 cMm, nokanisauis B AinsiHLi rofIoBU Ta LWNT, BUCOKMIA MiTOTUY-
HUW iHAEKC, MyTaLis p53 Ta nigBuLleHa KNiTUHHICTb y rictonpenapari. Hanoinbw
eeKTUBHNM MeTOA0M XipypridHOro fikyBaHHS € MiKPOCKOMiYHO KOHTPOJbOBaHa
onepauis 3a Mohs, sika cnprsie HaMMeHLUIN KinbKocTi peunausis. Ik ap'toBaHTHe
nikyBaHHS NpY NO3UTUBHNX KpasX pe3seKuii Mo)xe BUKOPUCTOBYBaTUCA Npome-
HeBa Tepanis B CyMapHiln BorH1weBin nosi 50-60 lp. Mpu micueBo-nowmvpeHin
i MmeTactaTuuHIN hopmax JDCB 3acTocoByIOTh iHFiGITOp TMPO3MHKIHA3M iIMaTHHIG.
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HepmartodidOpocapkoma BuOyxaioua
(ADPCB) — piakicHa myxjiMHa, siKa Xa-
pPaKTEepU3YETHCS JIOKATbHO-AIrPECUBHUM
pPOCTOM, BUCOKOIO YACTOTOIO PEeUUAU-
BYBaHHS I BOJHOYAC HU3BKUM PUZUKOM
meractazyBaHHs. Y 1890 p. S. Sherwell
ta R.W. Taylor He3as1e;kHO OIMH Bijl OTHOTO
OIUCAJIN 1110 HO30JIOTIUHY (hopMy SIK 1po-
rpecyiovy Ta CXUJIbHY 10 PeLMIUBYBaHHS
Ticist XipyprivHOro BUJQJIEHHS IMyXJIMHU
[31, 35]. Tepmin «iepmarodiopocapkoma
BUOYyXa1o4a», SKUH BiToOpakae CXUIbHICTh
MYXJUHU 10 (HOPMYBAHHS BHUCTYNAIOUMX
HaJl piBHEM ILIKipU BY3JIiB, 3alIPOTIOHOBAHO
B 1925 p. E. Hoffman [13].

Macosa yactka JPCB craHOBUTH
0,01% cepen ycix 37T0AKiCHUX TyXJIUH
i 1% — cepen capkoM M’IKUX TKaHUH |3,
10]. 3axBoproBaHHS MOXE€ PO3BUHYTH-
cs1 B OyIb-sIKOMY Billi, ajie Hanivacriiie
niarHoctyeTbes B ocid y Bitli 20—50 pokiB.
3a jaHuMu Jiiteparypu, Bin 6 10 20% mnatii-
eHTiB 3 JIMCB cra”osiaTh 1iti. Ha nymKy
neskux ¢axisuiB, Beauka yactka JPOCB
BUHMKAE 11Ie B IUTSYOMY Billi, ajie giarHoc-
TYETBCS B IOPOCIIOMY Yepe3 aCHMIITOMATHY -
HiCTb i TOBUJIbHE MPOrPecyBaHHS.

Xoua possutok JPCB xapakrepHUit
JUISL YCiX pac, 3aXBOPIOBAHICTb cepeji Ha-
CeJICHHSI HerpoigHoi pacu B 2 pa3u Bulla,
HiX iHIIMX TIOITYJISLIN, 110 MiATBepIkKe-
HO HEIOJaBHO IPOBEJAEHUM aHali3oM
2885 Burajkis [6].

AHaJIi3 po3Ioiy 3a CTaTTIO MOKa3aB
OJIHAKOBY YacTOTY ypaskKeHHsI Cepel Y0JIo-
BiKiB i XiHOK.

JDCB okaxizyeTbcs mepeBaxkxHO
Ha Ty;i1yOi, 0cOOJMBO B AUISHI TPYAHOL
CTIHKHM Ta riedoBoro mosca (40—50%).
Pinte myxiauHa po3BUBAETHCS HA TIPOKCH-
MaJbHUX IiIsHKaX KiH1iBok (30—40%),
MPY LIbOMY YacCTillle ypaxkaloThCs BEPXHIi,
ay 10—15% BurnaakiB IOKai3y€eThCst HA TO-

JIOBI (BOJIOCHCTA YAacTHHA, LIOKU) Ta IIMI
(HagxmoynyHa gisgHka) [10, 30].

MOXJIUBOIO MPUYMHOIO BUHUKHEHHS
ODCB € pisHOMaHITHI TpaBMU IIKipH,
30KpeMa XiMiuHi, TepMiuHi OTiKHU, OITiK1
eyt mpomeHeBoi Tepanii [21, 27]. Ha min-
TPUMKY 11i€1 Teopii CBIAUUTH BUHUKHEHHS
[EPBUHHOI MYXJIMHU B TicisioTiepaliitHux
pyousIx i pyoLsix micys BakimHariii [ 20, 21].
HasBHicTb TpaBMU B aHaMHe3i peecTpyIOTh
y 10—20% Bumaaxis.

HarenerruHoMmy piBHi IIpUUMHOIO MOSI-
Bu JIDCB € B3acmHa TpaHciiokallis t(17;22)
(922;q13) [25, 26]. Taki xpoMOCOMHI mepe-
OYIOBU MPU3BOJISTD JIO 3ITUTTS FeHa TPOM-
ooumrapHoro dakropa pocry B (TDPB)
BXpoMocomi22q13.1 ireHa asiba-yaHiora
Tuny | konareny B 17q21 [33]. OcHOBHUM
HacsiakoM TpaHenokauii t(17;22)(q22;q13)
€ HaaMipHe TIPOAYKYBAHHS MyXJIUHHUMU
xiritnHamu TOPB, 1o mpu3BoauTh 10 aK-
TuBatii peuentopis TOPB, ki BogHovac
€ 111 Tunmom pelienTopiB TUPO3UMHKIHA3M.
BusBieHHs 1MX ayTo- i mapakpMHHUX
MEXaHi3MiB aKTHBallii TPU3BEJIO J10 MOSIBU
MPUITYIIEHHST, 10 iHTi0ITOPU TUPO3UHKI-
Ha3u, 30Kpema iMaTUHiIO, MOXHa 3aCTOCO-
BYBaTH B SIKOCTi Heoa IOBAHTHOI Teparii
11 srikyBaHHs nauieHTis 3 JMCB 3 meToro
3MEHIIEHHS PO3MIpiB MyXJIMHU TIPU Mic-
LIEBO-TIOIIMPEHOMY paKy ado 3a HasBHOCTI
MeTacTasiB.

OcHoHoI10 03Hakow JDCB € Mmicie-
BO-/IECTPYKTUBHUH PIiCT i BUCOKA YacToTa
peuMAMBYBaHHS MicCJIsl XipypTiuHOTO JIi-
KyBaHHSI.

[epe0ir 3aXBOpIOBaHHS PO3MOAUISIOTH
Ha 1Bi dasu. Ilepma dasa (6ngmkosa)
MTPOSBISETHCS IOCKUM 0€300J1iCHUM
BOTHUIIEM YPaXXEeHHS KOPMUHEBOTO YU (Hi-
0JIETOBOTO KOJIbOPY, TBEPI0I KOHCUCTEHIIII,
o iHGIIbTPYE LIKipy, ajle He Bpaxae
MPUJIEJIi CTPYKTYPU; XapaKTepU3yEThCs
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PO3MIMPEHHAM OJsAIKU 1o nepudepii
Ta MOX€ TPUBATU MIPOTSATOM POKiB a00 Ha-
BiTh JI€CSTUPIY.

g npyroi dasu (IyXJIMHHOI) TTpUTa-
MaHHe (GopMyBaHHS Ha TIOBEPXHi OJISITIIKN
MHOXWHHMX 0€3001iCHUX BY3JIiB i3 Hampy-
SKEHUM TTOTOHIIEHUM IITKiPHUM ITOKPUBOM
CUHIONTHOTO a00 KOPUYHEBO-YEPBOHOTO
BiATiHKY. Po3mipu By3;1iB MOXYThH Bapito-
BaTH Biz 2 10 5 cM, a B BUIIaAKax 3aHen0a-
HOCTI TIpoliecy MOXYTh csarati 20 cM i MaTu
MHOXMWHHI carejtity. I3 mporpecyBaHHIM
3aXBOPIOBAHHS MOXYTB 3’ SIBJISITUCS BUPA3-
KyBaHHSI, TeMoparii, 00JIICHICTb ITyXJIMHHUX
By3JiB. 3azBuyait JJPCB noxanizyeTbest
B Me>XKax IIIKipy Ta He Bpaxkae TIubIeposra-
LIOBAaHI TKAHWHMU, ajie 4acTO PEeLUUAUBYIOUi
YW HEJiKOBaHI MyXJIMHU MOXYTH PO3IO-
BCIOJIKYBaTUCS Ha (acllito, M’ 5131 Ta HaBiTh
KICTKH.

Haityacritre niarHocTMYHOT TTOMUJIKU
TIPUITYCKAIOThCS TIpU MepIliil ctamii 3a-
xBoptoBauHs. [{udepenuiitny piarHocTuky
TIPOBOJISITh 3 KEJIOLIHUM PYyOLIEM, BY3JIOBOIO
MeJIAaHOMOIO, eMiliepMajbHOIO KiCTO10,
nepmarodidpomolo, Heipodiopomoio
Ta CKJIEPOJEPMIEIO.

IMpu mimo3pi va JDCB npoBoasiTh iH-
U3iiiHy abo TpenaH-0iorncito. [iarno3 mae
OyTH TiITBEPIIKEHUIA TICTOIOTIYHUM i/a00
iMyHoricroximiutmm (1IX) mociimkeHHIM.
[Tepe oriepaTUBHUM BTPYYaHHSIM BUKOHY-
I0Th MarHiTHO-pe30HaHCHY ToMorpadiio
JUIST OLLIHKY IJTMOMHY IPOHUKHEHHS ITYXJTU -
HM B IPWIETTT TKaHUHU. KoM 1oTepHy TO-
morpacdito BUKOPUCTOBYIOTH JIUIIIE TIPU Ti-
J103pi Ha ypaxXeHHs KiCTKOBOI CUCTEMH.

[Mpu rictosoriyHOMY AOCITIIKEHHI
BuaHO, 1o JDPCB ckiagaeTbes 3 KOM-
MakKTHO PO3MilllEHUX BEPETeHOMOMAIOHUX
KJIITUH i3 BUTATHYTUMU SIZIpaMU Ta MaJIoto
KUTBKICTIO LIUTOTIIA3MU, SIKa iHQIIBTpYye
JIepMY 1 PO3TIOBCIOIKYETHCS B MiAIIKIpHY
KITTKOBUHY. MiX KJIiTHHAMM pO3MillleHi
CTIOJYYHOTKAHUHHI BOJIOKHA, TOJIOBHUM
YMHOM IIPEKOJIAT€HOBI Ta PETUKYJIiHOBI.
3pisi KoylareHoBi BOJIOKHA TPaIUISIOTHCS
1o riepudepii myxJmHu, e po3MillleHi Ta-
Kok (hokycu hibposyBanHs. DiGpodiacTu
i BOJIOKHA YTBOPIOIOTH CTPYKTYPH Y BUTJISIL
3aBUXPEHD, MYUKIB, IKi pO3XOASATHCS Y Pi3-
HUX HampsIMKax, iHOMI y BUIVISIAI Kijellb.
[ToniOHe po3TanryBaHHSI Hajla€ TicTOJO-
TiYHOMY TIperapary CXOXiCTh 3 MyapoM.
Cryninp qudepeHuiloBaHHS MyXJIMHHUX
KJIITUH Y PI3HUX TUISTHKAX ITyXJIMHU HEOI -
HakoBuil. OIHAK KIITUHU 3 BEIUKUMU
ATUTIOBUMM SIIpaMU Ta NAaTOJIOTTYHUMU Mi-
TO3aMU TPATUISIIOTHCS pifgKo. [iraHTChKUX
KJIITUH MaJjio ab0 BOHU BiICyTHi. Y cTpomi
MYXJIMHU MiCLISIMU BU3HAYAIOTHCS TITHKU
ociausHeHHs. [lyxiuHa 3a3BuYail 3aiiMae
BCIO JepMYy i MpoHUKae B MiJIIKipHO-
KUPOBY KJIITKOBUHY. TUIOBOIO AiarHOC-
TUYHOW 03HaKo JMCB € BUHUKHEHHSI
MOPSJI i3 BEJIMKUM BY3JIOM ApiOHIIIMX
careritiB. Eminepmic arpodiuynuit, inoai
3 SBUILIAMM iHBa3ii KIiTUHAMU TYXJIUHU
i mecTpykuii [2].
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Buaingiors aekisbKa ricTOJOTIYHUX
nigsuais JPCB: mirmenTHa (nyXjanHa
bennapa) [4, 8], riranTokiitunHa ¢hidpo-
61actoma [32], atpodivuna [18], ckiepo-
3ytoua [7, 12, 29], rpanynboBaHa, ¢hidpo-
capKoMaTo3Ha, MiKcoinHa Ta MioingHa. Yci
Buiernepeniveni nigsuau JOCB mMaoTh
TIeBHI BIZIMIHHOCTI B MiKpOCKOTIYHi 1 Oy1oBi
(tabn. 1).

Tabnuus 1. TictonoriyHi nigtunn AOCB

O KOXXKU, MATKUX TKaHen, KocTen

TMUTAHHST MiHIMaJIBHUX MEX BIJCTYITY BiJl
Kparo MyXJIMHY IS TOCSITHEHHST JTOKAIBbHO-
IO KOHTPOJTIO 3aJTUIIIAETHCS HE3’ ICOBAHUM.
Bucoxkuii piBens penunuByBatus 1OCB
miciast XipypriYyHOTO BHUAAJIEHHS MOXE
OyTU TOSICHEHUW €KCUEHTPUYHUM POC-
TOM ITyXJIUHU, TIPU TIKOMY OKpeMi KJIITUH!
TMPOHUKAIOTH Y IMiAMIKIPpHY KJIiTKOBUHY.
DopmyBaHHS LIYNATBIETOAIOHUX CKYII-

FicTonoriynmnin

Oco6nmBocTi rictonoriyHoi 6yaoeu

Ekcnpecis ITX

nigtun JOCB Mapkepis
MirmeHToBaHa  HasBHICTb BEPETEHONOAIBHWX KNITUH, 3MilLAHMX 3 HEOHO- CD34+
(nyxnuHa bea-  pigHOIO NONYASLIE0 MeNaHiHBMICHWUX AEHAPUTHUX KIITUH S100-
Hapa)
liraHToKNITMH-  YpaxeHHs iepMi Ta NiALKiPHOT KNiTKOBUHW. CKnaaeTb- CD34+
Ha dibpobnac- ¢4 3 0BOifiHUX dibpobnacTis, HaraTosiAepHUX FiraHTChKUX S$100-
ToMa KJITWH 3 NOMiCErMeHTapHUM APOM i NCEBLOBACKYNSPHUX
npocropis. [ceBaoCUHYCOIAN HE BKPUTI 3CEPEANHM eHI0-
TeniaNbHUMM KNITUHAMM | NPOHKKAIOTb Y GOpMI LWynanelb
y NiALWKipHY KNITKOBUHY
AtpodiyHa 3MeHLWeHHs ToBLMHM fiepMu 0 50% NOPIBHSHO 3 HaB- CD34+
KONMILIHBLOK AePMOI0, BE/IMKA KibKiCTb BEPETEHOMOAi0- S100-
HUX KNITUH
Ckneposyioya  HasBHicTb Ginblue 50% konareHoBUX BONOKOH, MiX SKUMM CD34+
pO3MilLeHi TUMoBi rictonoriyHi BorHuwa AMOCB S$100-
panynsipHo-kni- CyMils BEpeTEHONOMIBHUX KNITUH i KNITUH 3 PICHUMN Ni30- NK1C3+
TUHHA COManbHUMU FPaHyNaMu, KpYrauM eKCLLEHTPUYHAM APOM S$100-
i BUCTYNAIOYMMY SAEPLSAMU
dibpocapkoma- [inepkNiTUHHICTb, PSCHICTb aTUMOBMX KNITUH, 36iNbLIEH- CD34-
TO3Ha H8 KiNbKOCTi MITO3iB, NPOPOCTAaHHA B MiAWKIPHY KIiTKOBU- p53+
HY, CYAMHN Ta M’430
MikcoinHa HasiBHicTb 3ipyacTux abo BepeTeHoNoAibHUX KNiTUH 3 psic- CD34-
HUM HaKOMWUYEHHSM TiaNypOHifa304yTANBOTO MYLIUHY S$100-
B MiXKNITUHHOMY NPOCTOPI
MioigHa HasBHICTb MiOifHNX AINSHOK, PO3NOAINEHNX NO BCIN NyX- CD34-
JIUHI, AKi HE MalOTb BIAHOLIEHHS 0 BONOCAHUX GONiKyNiB Desmin-

44 CTIHOK KDOBOHOCHWX CYAMH

Smooth muscle actin+

TonoBuum 1I'X mapkepom st 1DOCB
¢ CD34, axuii excruipecyeTnest B 80—100%
Bumnazakis. Bogunouac npu 10-20% JIDCB
JlaHWI MapKep HeTaTUBHUIA — 3a3BUyYaii
1pu hibpocapkoMaTo3Hii (hopMi IyXITMHH,
siKa € HallarpecuBHirrow. Ciil 3a3HaunuTH,
mo ekcupeciss CD34 moxe BinOyBaTHCS
i mpu iHImUX Gopmax capkom, 30Kpema
npu Miodidbpocapkomax, emiTeaiolTHUX
capkoMax, aHriocapkoMax i HaBiTb IIpH Jie-
SIKUX TOOPOSIKiCHUX (hiOporicTiolmTapHuX
ypaxeHHsx (pibpomax, didpomikcomax,
nepmatodiopomax) [9, 34]. s nudepen-
niaspHoI riarHoctuku Mixk JJPCB i ¢hibpos-
HUMH TiCTIONMTOMAMKM BUKOPHUCTOBYIOTH
mapkep Xllla, axuii y 85—90% Burnankis
€ "HeratuBHuM it 1DPCB [16].

[TpoTsirom ocTaHHiX POKiB IIPOBOAMIM-
¢Sl MOCTIIKEHHS 3 TIPUBOAY crieludiyHmX
II'X mapkepiB: CD163, crpomesizus 111 3,
14], HectuH [23], ajie Ha CHOTOJIHI X HE BU-
KOPUCTOBYIOTh Y PyTUHHII NIPAKTULI].

HecnpusgtauBuMu mporHOCTUYHUMU
daxropamu s IDPCB € noxuinii Bik
nallieHTa, po3Mip MyxXJIuHU >S5 CM, JIOKa-
Ji3allisl B TUISTHILL TOJI0BY Ta 1TW1, BACOKUI
MITOTUYHMH iHAEeKC, MyTallis pS3 i migBU-
1IeHa KIITUHHICTB y TiCTOIperapari.

OCHOBHUM METOJIOM JIiKyBaHHS Ma-
nientis i3 IPCB e xipypriunuii. Joci

YeHb KJITHUH MPU3BOIUTE IO MOSIBU TIyX-
JIMHHUX BY3J1iB Ha BiICTaHi Bi IEPBUHHOTO
BorHuia. Li ckymyeHHs 10 eBHOTo yacy
HE IPOSIBIISIIOTHCS KIJIIHIYHO, TOMY 1X MOXHA
HE TIOMITUTH, SKIIO HE BU3HAYATU YUCTOTY
KpaiB pe3eKilii.

3a JaHuUMU JiTepaTrypu, 4yacToTa pe-
nuauByBanHs J®CB npu eKOHOMHOMY
BUCIYEHHI (BiICTYN Bil Kpawo MyXJUHU
<1 cm) cranoBuTh Bix 20 10 60% [15, 24].
Tlicag mupokoro BuciveHHsa (2—3 cm)
JIOKQJIbHI pelINBY BUHUKAIOTH 3HAYHO
piame — Bin 0 1o 30% [15, 24], a ripu Bin-
CTYII 5 cM YacTOTa BUHUKHEHHS PeLIUIUBIB
craHOBUTH MeHIre 5% [1, 15] (taba. 2).
Taxum ynHOM, 30iJIBIIEHHS BiJCTYITy BiJ
Kparo MyXJIMHU TOCTOBIPHO 3HUXKYE YacTOTY
MiCLIEBUX PELIMINBIB.

JIDCB meTacrasyiorh jauire B 2—5%
BUIIAJIKiB, TIEPEBAaKHO B JIET€HI, TOMY BCIM
nauieHTaM HEOOXiHO BUKOHYBaTU PEHT-
reHorpadiio opratiB rpyaHoi IOPOXHUHHU,
a IpY MiI03pi Ha METAaCTaTUYHE ypaxKeH-
HSl — KOMIT'I0TepHY ToMOTrpadiro.

3abe3neyeHHsT BEJIMKOrO BigcTyny
BiJl Kparo MyXJWHU He 3aBXIU MOXJINBE,
0CO0JIMBO TpU JIOKaJTi3allii MyXJIMHU B i~
JISHI OOJIMYYS Ta IIWi, a TAKOX Y TiTeH.
PosnmpeHHs MeX XipyprivHOro BTpyJYaHHSs
[IPU3BOIATE 1O HEOOXiIHOCTI POBENIEHHSI




Tabnuua 2. YactoTa po3BUTKY JIOKaNIbHOTO PELIMANBY 3aNEXHO Bill BUAY ONepaTMBHOrO BTPYYaHHS

EKOHOMHe BuUCi-

Liupoke BucidveHuss Mikporpadiyna 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

OLIBII CKJIAHUX IUTACTUYHUX OIlepalliid,
110 MiABUIIYE PiBEHDb MiCAIONEPALIMHUX
YCKJIQJIHEHb i MOXe CIIPUYMHUTU CepHo3-
HUM KOCMETUYHUM 1eheKT.

Hwni 30;10TUM cTaHIapTOM XipypriyHo-
rotikyBa"Hs npu JIPCB € MikpocKoIiaHo
KOHTPOJIbOBaHA omepallist 32 Mohs, miciis
BUKOHAHHS SIKOT PEIUIMBU BUHUKAIOTH
Menie HixX B 1% (0—8,3%) [17]. Mikpocko-
MYHO KOHTPOJIbOBaHA orepaiiis 3a Mohs
JTIO3BOJISIE BU3ZHAYMUTH LIYTIAJbIENONIOHI
ckynuyeHHs kiaituH JPCB ta nposectu
BUIATICHHS Pe3UTyaTbHOL IIYXJIUHHU.

Taka omnepallisi cKIaga€eThes i3 AeKilb-
KoX eTariB. CrioyaTKy BUKOHYIOTh BUITAJIEH-
g JIDMCB i3 BiacTynoM Bim BUIUMOI MeXi
myxJinHu Bin 0,5 10 1 cM, IIpu LIbOMY CKaJlb-
neJib TpuMaroTh mmin Kyrom 45°. IIkipuuii
JeheKT THMUACOBO 3aKPUBAIOTH ITOB’SI3KOI0
IO TOTO, SIK Oy/Je NPOBEIeHO TIOBHE BUJIA-
JICHHSI TyXJIMHU. Bunaneny Tkanuny ta Kkpai
paHu MapKipyoTh, a motimMm (oTorpady-
10Th. BugajgeHuii mpernapar po3mijisseTbest
Ha OKpeMi CeKllil 3 TOUHUM TTO3HAYEHHIM
iX aHATOMIYHOI Opi€eHTallii; Micas 1bOTO
cexiii (ikcyloTs y chopmalliHi Ta 3ajguBa-
10Th mapadinom. s nocrimkents JOCB
HE BUKOPUCTOBYIOTHCSI 3aMOPOXEHI 3pi3u,
TOMY 1110 11€ YCKJIQTHIOE BUSHAUEHHS iHBa3il
B MiAIIKIpHY KJIiTKOBUHY. Ha BiamiHy Bin
IIUPOKOTO BUCIYEHHS, IIPU SIKOMY POOJISITH
BEePTUKAIbHI 3pi3u mapadiHOBUX OJIOKIB,
npu omnepaiii 38 Mohs BUKOPUCTOBYIOTH
TOPUBOHTAJIBHI MOCTiTOBHI 3pi3u. 3pi3u
GapOyoTh TEMAaTOKCWITHOM Ta €03MHOM
(H&E); niarno3 ninrsepmxyiors [IX moci-
keHHIM CD34. Y XBopUX 3 TO3UTUBHUMHU
KpassMU pe3eKlilii IPOBOISATH PeeKCIIU3ilo
pe3uIyanbHOI ITyXJIMHY 3 BigcTyrioMm 0,5 cM.
I1poriec peexciusii TOBTOPIOIOTH 10 JTOCST-
HEHHS MiKpPOCKOITIYHOI BiICYTHOCTI ITyXJIU-
Hu. Ilicig mocsarHeHHsT HeraTUBHUX KpaiB
pesexiii (RO) poBoIsATE PEKOHCTPYKIIIO
tkaHuH. LlIKipHa ruracTuka npu 3aKpuTTi
paHeBoro aedekTy Moxe OyTH BUKOHaHA
3a TOTIOMOTOIO MiCIIEBUX TKAHUH, BUTbHUM
HIKIpHUM KJ1arTeM 200 KOMOIHAIIIE 0 TaHUX
METO/TUK.

Y BUnaaKkax, KoJiv Xipypriate BUIajIeH-
HSI ITyXJITHU HEMOXJIUBE (TIPU MiCIIEBO-110-
1MpeHiit i MetacrarnyHiit popmax APCB),
aJIbTePHATUBOIO Xipyprii CTaloTh TapreTHa
Tepartisg i MIPOMEHEBUI METOT JTiKyBaHHSI.

B sikocTi TapreTHOI Tepartii BAKOPUCTO-
BYIOTb iHTi0ITOp TUPO3MHKIHA3M iIMATUHIO,
SIKUU Brieplire OyB 3aCTOCOBAHUM y Imajlia-
TUBHII Tepalii 4 XBOPUX 3 METACTaTUYHOIO
JDCB. ¥V 2 Bunajakax edexr OyB TuMYa-
COBUM: 3MEHIIIIACS PO3MIPH Ta KiJIbKICTh

JIETeHEBUX METACTA3iB, ajle BOHU ITOBHICTIO
He 3HUKJIW. B iHIITMX 2 NalieHTiB TOCSITHYTO
IIOBHOI perpecii myxauHu. Lli oOHaniinusi
Pe3yJIbTaTH IIOCTTPUSLITU ITPOBEIEHHIO HOBUX
JIOCITIIKEHb, SIK HACTiIOK, ChOTOIHI iMa-
TUHIO BKJIIOYEHO 10 CTaHIaPTiB JIIKYBaHHS
IaLi€HTIB 3 MiCLIEBO-TTOIIMPEHOIO Ta METa-
crarnuHoio Gopmamu JIDCB y Gibirocti
kpain €sponu Ta CronyyeHux lLTarax
(tabu. 3) [19]. Cuin 3a3HaunTH, 110 32 Bil-
cyTHOCTI TpaHciokalii t(17;22)(q22;q13)
Tepartis iHridiTopoM TUPO3UHKIHA3U Oyre
HeeeKTUBHOIO, TOMY OaXkaHO BUKOHYBaTH
MOJICKYJISIDHUI aHaJi3 TyXJIMHU METOIOM
1oJTiMepa3Hoi JTAHIIIOrOBOI peaklii uu diry-
OpECLEeHTHOI NOpUan3aLlii in Situ 10 moyar-
Ky IpU3HAYEHHS iMaTUHIOY.

TaGnuus 3. EdekTuBHICTb 3aCTOCYBAHHS iMaTH-
HiBY B nikyBaHHi xBopux Ha AOCB

. Kinb- s
AocnipxeH- Pix KicTh 0§ eKTv!BHa
HS 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 perpeciq),
PR — partial response (4actkosa perpecis), SD —
stable disease (cTabinisavis 3axopioBaHHs), PD —
progressive disease (NporpecyBaHHsi 3aXBOPIOBAHHSA)

IIpu ricTosorivHOMY MOCIIiIKEHHI
BujaieHux JAPCB micia jikyBaHHS iMa-
TUHIOOM B OJHUX BUIIaIKaxX 3HAXOASTh
MaJOKJIITUHHY (GiOpoBacKyasipHy abo
HaBiTh pyOlIEBY TKAaHUHY, a B iHIIUX — iH-
TaKTHY MyxJauHy. [lesiki BueHi BBaXaloTh,
1[0 iMaTUHIO BUKIIMKAE aIlONTO3 KIIITUH
MyXJUHU Ta il TOBHY AECTPYKIIitO; iHIIIi
JIOTPUMYIOTBCSI IYMKHU, 11O T/l BILIMBOM
nikyBanHs JJPCB 3MiHIoe cBiii (heHOTHII,
BHACJIiIOK YOT'0 3HMXKY€EThCS Tipostidhepartist
Ta 3MEHIIYIOTHCS PO3MIPH TTYXJIMHU.

VY jiteparypi TpamiasioThCs MOOIU-
HOKi TTOBiZIOMJIEHHS 1TPO 3aCTOCYBAaHHS
noJjixiMioreparii 3 BAKOPUCTaHHIM JIOK-
copy0OinuHy Ta idocdaminy npu meracra-
Tnyniil JJOCB.

HesBaxatoyu Ha e mo JADPCB Bix-
HOCSTH IO PaliouyTIMBUX IYXJIUH, POJb
IPOMEHEBOI Tepalrii 3aJIMIIaThCs 10 KiHIIsT
He Bu3HaueHow. Y 1996 p. M.T. Ballo mno-
BIZIOMUB TPO BUKOPUCTAHHS TTPOMEHEBOT
teparii B 103i 50—60 I'p B a1’ toBAHTHOMY
pexumi y 19 xBopux na JIMCB, 6 i3 gakux
MaJIi MO3UTUBHI MiKpOCKOIivYHi Kpail
pesexkuii. ITicisa 10 pokiB criocrepexkeHHS

YXOJIN KOXXUN, MArKUX TKaHen, KocTen

PEIMINB 3aXBOPIOBAHHS BUSBICHO JIMLIE
B 1 xBoporo. ¥ 2000 p. M.L. Sun ony0i-
KyBaB pe3yJjabTaTH JiKyBaHHS 35 maiii-
entiB i3 JIOCB, 11 i3 axkux oTpuMyBain
a1’ lOBaHTHY IIpOMeHeBy Teparito. Peru-
JIMBM ITyXJIMHU Oy BusisiieHi y 9 (37,5%)
XBOPUX, IKUM BUKOHYBAJIM JIMILIE OIepa-
TUBHE BrpydaHHs, Tay 2 (18,2%) nalitieHTis,
SIKI OJIEpXKyBaJId KOMOiHOBaHE JIIKyBaHHSI.
3araJbHOIPUIHITUM CHOTOJIHI BBaXKa-
I0Th 3aCTOCYBAaHHHSI IIPOMEHEBOI Tepartii
MNPpU MO3UTUBHUX KpasiX pe3eKIlil Mmicis
MPOBEACHHS XipypTridyHOTO BTPY4YaHHS,
KOJIM PEEKCIIM3is HEMOXIIMBA, a TAKOX
MpY IYXJIMHAX BEJIMKUX PO3MIpiB, HaBiTh
3a HAsSTBHOCTI HETaTUBHUX KPaiB pe3eKIlil.
XBOpi Micist paTuKaIbHOTO JIIKYBaHHS
3 npuBoay JIPCB rnoBuHHI 1epeOyBaTH I1ix
CITOCTEPEKEHHSIM i IIPOXOTUTH OLJISIT KOXKHI
6 Mic MPOTIroM Iepuiux 3 poKiB, KOJIU
PU3UK BUHUKHEHHS PELUIMBY HAWBUIIUH,
nani — 1 pa3 Ha pik. [1pu 11boMy HatGLIBIITY
yBary CJIiI MPUIUISTY OIJISITY Ta Maiblartii
mmicsionepaliiHuxX pyolliB.

KJTIHIMHUWA BUNAOOK

Xeopa A., 1960 p.n., 36epuyaacs y 6io-
QineHHss OHKOOpMONeOdii, NyXAuH WKipu
ma m’skux mkanun Hauionanvroeo incmu-
mymy paky 6 cepnui 2013 p. 3i ckapeamu
HA HAABHICMb PeUUOUBy NYXAUHU 8 OiAAHYL
nicasonepauiiinoeo pyous 6 npoexuii 1ieoi
AONAMKYU MA MHONCUHHUX RYXAUH M AKUX
MKQHUH CRUHU, 2DYOHOI KAIMKU.

Anamnes 3axeoprosanns. Y 1995 p. xeopa
ROMIMUAQ NOSABY NYXAUHU 8 NPOCKUIT NIBOI 10-
namku. [lyxauna nocmynoso 36inbuiyeanacs,
nouana 6oaimu npu NAALRAYIL, WKIpa Hao Hero
cmana cuniouHozo Koavopy. Y 1997 p. xeopa
36ePHYAACS 00 UCHMPANLHOI PATIOHHOT NKADHI.
Ilicas doobemexcens BUKOHAHO BUCIUEHHS
nyxaunu 3 giocmynom 6io kpaio <I cm. Ticmo-
A02I4HULL BUCHOBOK: depmamoghibpocapkoma.
Y 2000 p. xeopa 36epuynacs do Hauyionans-
HO20 IHCHMuUmMYmMy paKy 3 npueody peuuousy
NYXAUHU 8 OiAsiHYl NiCAsSonepauitinoeo pyous.
08.04.2000 p. 6yn0 uKOHAHO BUCIHEHHS peui-
dusy 3 gidcmynom 6i0 Kparo nyxautu 0o 2 cm.
iaeno3 depmamoghiopocapkomu niomeepoxcero
eicmonoeiuno. Ha nowamky 2013 p. nayicnmka
HOMIMuUAG peyuous nyxXaunu 6 OisHyi nicasone-
Dauitinoeo pyous ma HyXauHu M’ SKUx mKaHuH
8 dinanyi npasoi nonamku. 19.04.2013 p. eu-
KOHAHO WUPOKe GUCIUEHHS PeUUou8y nyXiauHu
A RYXAUHU M SKUX MKAHUH 8 OINSIHUYE NPasoi 10~
NAmKU 3 IOCMYNOM 8i0 BUOUMO20 KPaIO HYXAUHU
do 3 em. Hlamoeicmonoeiunuii sucrosok: JJPCB
HU3bK020 cmynens ougpepenuiroganns (G3).

IIpu nosmopromy 36eprenni nayichmxu
yeepnni 2013 p., nicas doobemexncennst, 6ya0 npo-
8edeno nepuiuli Kype xiviomepanii sa cxemoro IA:
ichocgpamio 5000 me/m? 6 1—2-ii derb sHympiui-
Hb0BEHHO, D0KCOpYOiuun 50 me/m? 6 1-ii denb aHy-
mpiuinbo8erHo. IIpu KoHmponbHoMy 02as10i uepe3
3 mudic BUABNEHO NPOSPECYBAHHS 3AXBOPIOBAHHS,
WO NPOABUAOCS NOABOKD HOBOYMBOPEHb Y Ni0-
WIKIPHITL KAIMKOBUHI nepeoHboi epyOHOI cminK,
00K060I cminKu ycueoma cnpasa, y Oinsinyi
npagoeo naeua. 3mineHo cxemy ximiomepanii:
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ighocpamio S000 me/m* 6 1—2-ii Oenb eHympiui-
Hb0oBeHHO, oKcopyOiuun 50 me/m* 6 1-ii Oerb
GHYmMpiWHb08eH O, dakapbasun 800me/m’ 6 1-ii
Oenb (MAID).

Ha ueii uac xeopa npooosoicye nikysamus.

BUCHOBKHU

e JIOCB € piaKiCHOIO MyXJIMHOIO, sSKa
ypaxye IepMy i MOXe PO3ITOBCIOIKY-
BaTUCS Ha TIPUJIErTi TKAHUHMU.

o JIDOCB cxuiibHa 10 MiCIIEBOTO PeInIN-

BYBaHHS.

Haiibinbi edheKTUBHUM METOIO0M Jli-

KyYBaHHS$I € MiKPOCKOITIYHO KOHTPOJIbO-

BaHa ornepailisi 3a Mohs, sika cripusie

HaMEeHIIA KiIbKOCTI peliUIMBIB.

® S ajx’1oBaHTHE JIIKYBaHHS IIPU T10-

3UTUBHUX Kpasix pe3eKlilii Moxe BU-

KOPUCTOBYBATHCS ITPOMEHeBa Tepartist

B CyMapHiii BorHu1LeBii 103i S0—60 I'p.

Ilpu MicueBo-ToOIIMpPeHi i MeTa-

cratnyHiit popmax JPCB BigHOCHO

ebEeKTUBHOIO € CHUCTEMHa Teparis
iHTIOITOpaM¥ TUPO3UHKIHA3H.
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LepmaTtodubpocapkomMma BblGyxatoLas: KNMHUKA,

ANarHoCcTukKa u neyeHue
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B.O. Konecruuenko

Dermatofibrosarcoma protuberans: symptoms,

diagnosis and treatment

HauynoHanbHbIti MHCTUTYT paka, Knes

Pestome. JlepmaropubpocapkoMa Beidyxaronias (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)

pakTepu3yeTcsl BLICOKO 4acTOTOM pelujAnBUPOBAHUS U HUSKUM
PHCKOM pa3BUTHs MeTacTa3oB. Maccosas gosist JPCB cocrasisieT
1% cpeny capkoM MTKUX TKaHel. 3aboseBaHue Yallie pa3BUBaeTCst
y aui1l B Bozpacte 20—50 jieT, mpenMyIecTBEHHO JIOKATU3YeTCsl
Ha TYJIOBHIIE, OCOOEHHO B O0JIACTH TPYJHON CTEHKU W Tuleye-
BOTO M0sIca; Ha TEHETUYECKOM YPOBHE MPUYMHON MOSIBICHUS
ADCB aBisiercst B3auMHas TpaHciaokauus t(17; 22)(q22;q13).
HeGnaronpusaTHeIMEU ITporHocTrdeckuMu pakropamu st IOCB
SIBJISTIOTCST TTOXKUJION BO3pacT OOJIBHBIX, pa3Mep OIyXoJil >5 cM,
JIOKAJIM3alus B 0071aCTU TOJIOBBI U 11IEU, BBICOKMI MUTOTUUECKUIA
MHAEKC, MyTalusl pS3 ¥ NOBBIIIIEHHAs! KJIETOUHOCTH B TUCTOIPE-
napare. Hanbosnee 3 PekTUBHBIN METOL XMPYPTUUECKOTo Jieye-
HUSI — MUKPOCKOTIMUECKU KOHTposiupyemast oriepaiius no Mohs,
KOTOPast MPUBOAUT K HAUMEHbBLIEMY YMCITY PEeLIMAMBOB. B kauecTse
abIOBAHTHOTO JICUEHUS TIPU MOJOXUTEIBbHBIX KpasX pe3eKInu
MOXET UCIIOJIb30BATHCS JIyueBasi Teparus B CyMMapHOi 04aroBoi
no3e 50—60 I'p. ITpu MecTHO-pacpoCTpaHEeHHOM ¥ MeTacTaTu-
yeckoil popmax IPCB npuMeHS 10T THTMOUTOP TUPO3UHKMHA3BI
MMaTUHUO.

Kuouessie caoBa: nepmarodpubpocapkoma, reHeTHKa, Juar-
HOCTUKA, UMaTUHUO, XUPYyPTUUECKOe JieueHue.
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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, pS3 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.




