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BvBeneHue

M3BopbT 3a TO3M Tpyd € exedHeBHaTa KIWHUYHA MpakTuka, KOATO HU cpewa c
NPUMUTUBHUTE TEePMUHATUBHOKNETBHYHN TYMOPU B AeTcKaTta 1 mnaga Bb3pacT.
EmMGpuoHanHnTe MO3b4HM TYMOpM M rofsiMa 4YacT OT nepudbepHUTe repMMHaATUBHOKIETBYHN
Heonnasmu ot hammnuatTa Ha Ewing capkoma ce guarHoctuumpar fnpuy geua v nogpacrtsallu.
To3swn cakT rv onpegens kaTo counanHo 3Ha4MMmM OHKONOTMYHKU 3a6onsBaHuS.

XuctoreHezata Ha MNPUMUTUBHUTE TFEPMUHATUBHOKNETbYHM TymMoOpU [eduHupa TAXHOTO
NMaTOXMCTOMNOrMYHO pasHoobpa3ne u OGuonormyHa arpecuBHOCT. MaTtoxuctonornyHata
KnacudumkaumMsa Ha TasuM XeTeporeHHa rpyna HeonnasMv e onTuMuaupaHa n KopurupaHa
HeefHoOKpaTHO. PaHHaTa cBoeBpeMeHHa [OuMarHOCTUKa MU3UCKBA CTPUKTHA MaToOXMCToriorMyHaTa
Bepudpmkaums, wmsncksawa AOMbIAHUTENHW W3CNeABaHWs, BKHOYBALLUM  MMYHOXUCTOXMMUA,
erneKTPOoHHa MUKPOCKOMNUSA U MONEKynsapHO-reHeTu4eH aHanua. Hanara ce cepyMeH 1 NMKBOpeEH
aHanu3 3a HMBOTO Ha peauua TYMOPHU Mapkepu, Xapakrepusvpaiwin rMpMUHOMHUA UNu
HerepMMHOMEH XapakTep Ha 3abonsiBaHETO M NOTBbPXKAABALLM NATOXMCTONOIMYHaTa gnarHosa.
HepoctaTb4HO ek3akTHaTa AMarHOCTUKa BoAW A0 dhaTanHu nocneguuum, nopagn HeagekBaTHO
n3rpageH TepaneBTUYEH anropuTbMm.
PsakaTta 3aboneBaeMocCT M HegocTaTbyHaTa KIMMHUYHA HACOYEHOCT 3a Te3M COLManHo 3Ha4YMMm
3abonaBaHMA e MpuMYMHa 3a KbCHaTa AuarHoCTMKa, npegonpegenswia rowaTta nporHosa u
HebnaronpuaTHua neyebeH usxon. [uarHocTukata Ha NPUMUTUBHUTE FEPMUHATUBHOKIETBYHU
TymMopu obxBalLa LWMPOK naHen ot nabopaTtopHn, NAaTOXUCTONOMMYHM U 06pasHM n3cneaBaHus.
Bbnpekn KOMMNIEKCHOTO OHKOMOMMYHO fleYeHue ce oT4YnTa TYMOpHA Nporpecusi U KbCHO
peunamBmpaHe, oO6cCTOATeNncTBa, HanarawM ONTMMU3MpPaAHe Ha BCEKM eanH  OT
NpOTMBOTYMOPHUTE neyebHn mMeToga. He mo-manoBaxeH € BbNPOCbT 3@ MSACTOTO Ha BCEKM
€[dVH OT TAX B KOMMMEKCHOTO fneveHne Ha Tasu xeTeporeHHa rpyna Heonnasmu. [lpu Bcsaka
efHa nogrpyna npUMUTUBHU FEPMUHATUBHOKIETHYHU TYMOPWU Ce odepTaBaT CheunuyHun
TYMOPHU XapakTePUCTUKK, Onpeaenswm ManurHeHocTTa u HeobxooMMOoCTTa OT CbOTBETHOTO
KOMMJIEKHO NneYvyeHune.

1.3HauMMoCT Ha npobnema

JTbyeyyBCTBUTENHOCTTA M MbYENEYUMOCTTa Ha NPUMUTUBHUTE FEePMUHATUBHOKNETHYHU
Tymopn ce ©Oasvmpa Ha peguua  Gaktopu kato  emMOpuonornsi, NaTtoOXMCTOreHesa,
MOJEKYSTHOTEHETUYHN KNETbYHU NPOMEHN M MATOXMCTONOrMYHaTa TyMOPHA XapakTepucTuka,
nogkpeneHa ot XX aHanus. 3BbH roHagHUTE CEMMHOMHU U HECEMMHOMHM HEOMNMAa3Mn HAMa
AOCTaTb4yHO SACHM OaHHM 3a TymMOpHaTa MbYeyyBCTBUTENHOCT HAa FEPMUHATUBHOKIETbYHUTE
Tymopu. B cBeTOBHaTa OHKOMOrMYHa nNpakTukata ce oTKpMBaT €ANHUYHN CbOOLLEHNSI CBbP3aHn
C TymMOpHaTa fbye- M XUMWOYYBCTBUTENHOCT, (pakT, 3aTpyAHsiBall OMNTMMU3MPAHETO Ha
KOMMMEKCHOTO neyveHne. CmsaTa ce, 4Ye CMeCeHUTe T[EePMUHOMWU Cca  USKITHYUTESTHO
NbYEpPe3NCTEHTHN M noanexar eAMHCTBEHO Ha nanuatMBHO mbyeneyeHuwe. Hanara ce
npeumsvMpaHe Ha peguua MNPOrHOCTUYMHM UM NPEAUKTMBHW  TYMOPHU  XapaKTepUCTUKM,
onpegensawM cboTBeTHaTa TyMOpHa MalnUrHEHOCT M HeobxoaumocTTa OT  KOMMSEKCEH
OHKOMOrMYyeH NoaxoAa.

Pagkata 3aboneBaemMoCT W NATOXUCTONOIMYHOTO pas3HOOOpasne Ha EeKTONUYHUTE
eKCTparoHagHNU MO3bYHMN U NepudepHN repMMHaTUBHOKIETBYHN TYMOPM Ca NpUYMHA 3a nvnca
Ha obLonpneT KOMNNEKCHWU nevyebHn anropuTmu.

BvonornyHata xapaktepucTuMka W arpecMBHOCT Ha pPAOKO CpellaHuTe  3r0KavYeCTBEHM
NPUMUTUBHN r€PMUHATUBHOKNETHYHN TYMOPU M3MUCKBA KOMMIIEKHO MPOTMBOTYMOPHO IeyeHue,
BKIIOYBALLO onepauust, nbyenedenune um MNXT.



Bbnpekn NpoBedeHOTO KOMMSIEKCHO fleYeHue ce oTyuMTaT HebnaronpusitTHu nevebHu

pe3ynTtati, Hanarawu ONTUMM3MPAHE Ha MSCTOTO Ha BCEKM efuH OT ropenocoveHuTe
OHKOMOrMYHM MeToAa.
YecTo ce npeHebperea npunaraHeTo Ha agwBaHTHOTO criegonepaTtmBHO nedeHune kato J1I1 n
MXT. To3n dakt ce Ab/MKM Ha HegocTaTbyYHUTE daHHM 3a  nbyenedebHata U
XMMmMoTepaneBTMYHaTa e(eKTUBHOCT Mpu peauua psako cpellaHyn eKTOMUYHM FePMUHOMMU,
HErepMMHOMW W NPUMUTUMBHO HeBpoekTogepmanHu Tymopu (PNET). CamocTtodTtenHoTo
onepaTuMBHO JleYeHMe € CBbp3aHO C Obps3a TymOpHa Mporpecus unm peungmBupaHe,
npeaonpenensLo nowarta nporHosa.

MpeumnsnpaHeto Ha J1JT B KOMMNMAEKCHOTO NeYeHMe € CBbP3aHO C UHAMBUAYaNM3MpaH
nogxod, cbobpaseH ¢ TyMOpHaTa XxapakTepUCTuKa, pucka 1 Bb3pacTTa Ha naumeHTa. Hanara ce
onpegensaHe Ha agekBateH KMO, onTMmanHO dpakuMoHMpaHe Ha nbyeBaTa 4033, KaKTo U
OTHOCHO cbueTaBaHeTo Ha J11 ¢ XT. lNpn geuata ce Hanara npoeexgaHe Ha edeKkTUBHO
KOMOMHMpPaAHO neveHune, nocrnedBaHo OT MWHMMAaNHa paHHa M KbCHaA NbYeBOMHAYLMpPaHa
TOKCUYHOCT. TO3M (pakT M3MCKBa CTPUKTHO MNpeuusmpaHe Ha MACTOTO M ponsata Ha J11, T.e.
ONTUMAarnHoO CbyeTaBaHe C OCTaHaNUTEe OHKOMOrMYHM MeToam — onepaums u MNMXT.

Jluncea KOHCEHCyC 3a peauua ANCKyTabunHy nbyenededbHn BbLNPOCKU, CBbP3aHN C ONTUMAnHUsS
KMO, Heobxogumute kaHuepvumgHn L0OO v OOL  npu pagukanHo JUJT n HeroBoTo
dpakunMoHupaHe.

2. Uen n 3apaum:

Bcunukm ropenocoyeHn daktn, cobctBeHUTE HAbNOAEHNA N JaHHUTE OT NUTepaTypHUS
0630p BbpPXY penkute npUMUTUBHM rePMUHATUBHOKNETBYHN TYMOPU Onpeaenuxa BakHOCTTa
KakTo Ha MeToOOoNIoOrMYHUTE, Taka U Ha NpakTUYeCcKUTe acrnekTu Ha ONTUMANHOTO KOMMMEKCHO
neYeHne C akUeHT BbpXy ponsTa Ha nbuyenedyeHuneTto. lNMogobpeHute nevebHu pesyntaty B
OHKOMOrMaTa ca crneacteBuMe OT  ONTUManHa KoMOuHauva mexgy Tpute  nedebuu
NPOTMBOTYMOPHN MeToda- onepauund, nbyeneverHne u MNXT. J1J1 e BaxkeH nokaneH OHKOMNOrM4eH
meTtoa, nogobpsasaw, JITK, GespeumanBHata 1 obwaTta ganedyHa npexuBsaemocT. PeaguuaTta
HeJOCTaTb4HO YTOYHEHM NMbYeTepaneBTUYHM NapaMeTpu onpeaenvxa Lenta Ha npoy4BaHeTo.

OcHoBHaTa uen e odopMsHe U NpeanoXxeHue Ha nbueneyebHU anropuTMu B
KOMIMJIEKCHOTO JleYeHne Ha NPUMUTUBHUTE FePMUHATUBHOKIIETHYHU TYMOPMU.

3a nocTuraHe Ha Ta3m LUern CU NOCTaBMXMe CriegHUTe 3aaun:

1. [a ce n3BbpPLUN TeOPETUYHO 06006LLEHMe Ha NaToreHe3aTa U NaToOXUCTonornaTa Ha
NPUMUTUBHUTE FePMUHATUBHOKNETHbYHU TYMOPMU.

2. Da ce o0600WAT TEOpPETUYHUTE MNO3HAHMA 3a KOMMNEKCHOTO JieYeHue U
NOCTUrHaATUTE fle4YeOHN pesynTaTu.

3. Oa ce aHanuM3upa nbYe4YyBCTBMTENIHOCTTa Ha BCfiKa oTAenHa noarpyna
NPUMUTUBHU FrePMUHATUBHOKNETbYHN TYMOPMU.

4. [Oa ce aHanu3avpa M NpPeAsiodXM ONTUMANHOTO MAcTo Ha JIJ1 B KOMMNNEKCHOTO
feyeHne Ha NPUMUTUBHUTE FePMUHATUBHOKIIETBYHU TYMOPMU .

5. Na ce npeanoxar KOMMJIEKCHU nbyeneyebeHn anropuTtMu, BKIHOYBaALLY
onTumanHute nbyene4yebHn napametpu kato KMO, OL, OO u cdpakumoHnpaHe Ha
nmn.

LlenTta u 3agaunte Ha HacToALWMA TPy onpefennxa HeroBata MoHorpaduyHa gopma.



3. KnuHn4yeH maTtepuan n metoam
3.1 O6eKT Ha KNMMHUYHUTE HaONAEeHUA U NeYebHn pesynTaTu

ObGekT Ha cobGCTBEHUTE KNUHWYHM HabnogeHna ca 118 GonNHM C  NPUMUTUBHMU
repMUHATMBHOKIETBYHN TYMOPW, pasaenerHn B 5 natoxucronornyum nogrpynu (Ta6n.1):
1/ TpaHu4yHu emOpuoHanHu Heonnasmu- O6wo 13 GonHu: 9 KpaHuodapuHreoma, 1
Ae3MonnacTuyeH HeBpoenuTeneH Mo3byeH Tymop 1 3 xopgoma. B [1] n TepaneBTUYeH nnaH ce
pasrnexga 1 nauneHT ¢ xMnoTanamMmyeH NMNoLMTEH acTPOLIUTOM.
2/ MbPBUYHN MO3BYHU FTEPMUHOMU U €EMOPMOHANTHN MO3bYHU TyMmopu- OO6LWo 25 GonHu.
A/ TluHeaneH mo3byeH repmuHom- 1 6oneH ; B/ CynpateHTopuaneH mosbyeH PNET- 3 60nHum
(HeBpobnacTom/ eneHaMmobnacTom, aHannacTUyeH eneHgMMOM; MbpBUYEH MO3bYEH
HeBpobnactom). B 11 u TepaneBTu4eH nnaH ca npegcraBeHn 2 60MHU C MbpPBUYEH MO3bYEH
HeXoukmHoe numcom. B/  Megynobnactom- 20 6onHu, BkmouBawm 18 geua m 2-ma
Bb3pacTHu. [ /ATnnnyeH TepatongHo/pabgongeH Mo3byeH TyMmop- 1 naumneHT.
3/ MbpBUYHM MeanaCTUHANIHU FePMUHOMHM U HErepMMHOMHM Heonnasmu- O6wwo 3 605HK
— HECeMNHOM; eMObpuoHaneH TepaTtomM U CMECEH HECEMUHOM.
4/ TMepucpepHn nNPUMUTMBHU HeBpoeKToaepMmanHu Tymopu oT Ewing capkomHaTta
¢amununa- O6wo 46 6onHn. A/ Ewing capkom- 41 6onHu geua. B 11 u TepaneBTUYEH nnaH
€ npeacTaBeH KOCTEH CroHrmoseH xemadHrmom; b/ TlepudpepeH PNET — 5 60nHwu
(ecteanoHeBpobnactom; napacnvHaneH PNET; napaBepteGpaneH  HeBpobnacTtowm;
peTponeputoHeaneH PNET; cmeceH repMuHaTUBHOKNETbYEH peTponepuToHeaneH Tymop ) B
OO0 v TepaneBTMYeH NnaH ce nNpeacTaBAT 3 KAMHUMYHM crniydad  (Me3eHXMMEH Tymop C
HEBPOEHOOKPMHHA AudbepeHumnauns; napaHasaneH axpomaTuyeH MeriaHoM; napacnuHaneH
MariMrHeH LBaHoM).
5/ TOHagHU repMMHaTUBHOKIETBbYHN TYMOpHU- 25 fgeua 1 6 Bb3pacTHU ( OBapuarneH He3psn
TepaToM; 3rI0Ka4YeCTBEH TepaTOM Ha Kpbriata mMaTovyHa Bpb3Ka; TECTUKYrnapeH CEMWHOM C
noBuWEHO HMBO Ha AFP; 3 cmeceHM TeCTUKynapHu HerepMMHomMa — TepaTOKapLuUHOM,
eMOpuroHaneH KapuvHOM C eHJodepmarieH CUMHYCOB TYMOP W He3psan TepaToembpuoHaneH
KapuUWHOM € xopuokapuuHom) -O6u1o 31 6onHw.

Ta6n.1 nokasBa KIMHUYHWUTE Cry4au B HacTosiwust Tpyad. [pynute nauveHTn n oTAenHuTe
KMMHUYHKU Cnydaun ca npeacTtaBeHn M 06CbAeHM B CbOTBETHUTE FMaBu Ha obcbXxagaHaTa Tema.
AHanusa u obcbxgaHeTo Ha oTaenHuTe 6onHM obxBalla [OuarHocTUYHaTa U TepaneBTUYHa
npobnemMaTtuka, NpefocTaBeHa OT PaKTONorMsaTa Ha CbOTBETHUS KMMHUYEH CryYail.

naToxucToriorMyHa nogrpyna Bpow MaTtoxucTonorMyeH BapuaHT
TymMmopu KIMHWUYH
M cnyvau

FpaHn4YHM eMOpUoOHanHn 13 9 kpaHunodpapuHreoma;1 gesmonnactTuyeH
HeonnasmMu HeBpoenuTeneH Mo3bYeH Tymop 1 3 xopgoma

1 NnMHeaneH MO3b4eH repMnHOM; 3
cynpateHTopuanHy Mo3byHn PNET
(HeBpobnacTom/ eneHgumobnacTom,

aHannacTuyeH eneHanMoM; MNbpPBNUYEH MO3bYEH
HeBpoGnacTtom); 20 megynobnactoma um 1
aTUNnyeH TepaTtomaHo/pabaonaeH MO3bYeH TYMOp

MbpBUYHM MO3BYHU TYMOPHU 25

MbpBUYHM MeaMacTUHANHK
repMMHOMHU U HEFrePMUHOMHM 3
TymMopu

HECEeMUHOM; eM6pI/IOHaJ'IeH TepaTtoM N cMeceH
HeceMnHoOM




41 Ewing capkoma; 5 nepudpepHn PNET
(ectesunoHeBpobnacTom; napacnuHaneH PNET,;

Mepucpepu PNET ot Ewing 46 napaBsepTebpaneH HeBpobnacTom;
capkoMHaTa pamunus peTponeputoHeaneH PNET; cmeceH
repMMHaTUBHOKNETBYEH peTponepuToHeaneH
TYMOp )
25 peua

1 6 Bb3pactHu (1 oBapmaneH He3psan TepaTom; 1
3r10Ka4eCcTBEH TEPATOM Ha Kpbriiata MaTo4yHa

FoHagHu BPb3Ka;
repMMHaATUBHOKIIETHYHMU 31 1 TecTuKkynapeH CEMMHOM C NOBULLEHO HUBO Ha
Tymopu AFP; 3 cmeceHu TeCcTKynapHu HerepMmHomMma

(TepaTokapuMHOM, eMBpVOHareH KapLMHOM C
eHgodepMareH CUHYCOB TYMOP M HE3psin
TepaToemMbpuoHarneH KapUuMHOM C XOPMOKapLIMHOM)

Bbnpeku U3KNIOYNTENHO pagkata 3aboneBaemocT oT NPUMUTUBHN
repMUHATMBHOKNETbYHM TymMopK, obCbXaaHaTa Tema pasnonara C OOWMPEH KIWMHWYEH
mMatepuan - 118 repMMHaTUBHOKNETHYHU TyMopu OT KouTo 78 geua n 40 Bb3pacTHun. B O
nnaH ca aHanuanpadm 19 6onHN OT KOUTO 14 BL3PACTHM C HeandepeHUMpaHn ManurHoMm n 5
aeua ¢ gpebHOKNETbYHM eMBPUOHanNHU conngHn Heonnasmm (Tabn.2) .

Pa3rnepaHum kn.
MaToxncrtonornyeH BapuaHT cnyyav B 1 nnaH-

Aeua v Bb3pacTHU

B OO nnaH Ha cbOoTBeTHaTa
noarpyna Tymopm

[epMUHATUBHOKNETBYHM U XunoTtanamuyeH nunoumnTeH
eMBpHOoHanHN MO3bYHU actpountom B 11 Ha 1
TymMOpU KpaHnodapmHreom
MO3bYHU NbpBUYHK HXJT B [0 Ha
WHTpakpaHnanHn PNET MO3bYeH cynpareHTopuarneH 2
PNET

KOCTEH CMOHIMO3EH XEMAHINOM B
[0 Ha kocTeH Ewing Sa;
Mepndbephn PNET ME3EHXUMEH TYMOp C
HEBPOEHOOKPMHHA 4
andbepeHumaums; napaHasarneH
axpomMaTU4eH MenaHoM;
napacnuHaneH ManurHeH LWBaHoM

Mepudpeper PNET B
JeTcKaTa 1 loHoLuecka
Bb3pacTt

ebpunoHanHn pabgommocapkomMm u
CUHOBWAaneH capkom

atTunnyeH G2 MEHUHreowm;
aHannacTMyeH MeHUHreom
G3/meHuHrocapkom; kocteH HXIT;
HuckoandgepeHumpaH G3 capkom B
MepudpepeH PNET npu MaTo4yHOTO THANO
Bb3pPacTHU

MUKCOMAHW NNNOCapKOMK;
NI€OMOpPdHN MESNTUTHEHN
XUCTUOLUMTOMU |

napaBepTe6paneH Jinnocapkom O6wo 19
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3.2 EaMHMUM M npn3HaUuM Ha nscnegBaHeTo

3.2.1.EanHnumn Ha nscneagBaHeTo

A/ Jlornyeckn eguHWUM- norudecka eguHuua ca 6onHM ¢ eMBpuoHanHWM 1 NPUMWUTUBHU
repPMUHATMBHOKIIETBbYHN HEOoMNnasmu, NoasfioKeHNn Ha nbyeneveHne ( 4acT OT KOMMIEKCHOTO
neyexwue).

B/ 3a aHanu3 Ha gudpepeHumanHata AuarHOCTUKa B MPOyYBaHETO Ca BKMIOYEHW pJeua C
APeBHOKNeTbYHM  conuaHM  eMBpuoHanHu  HeonnasMuM U Bb3PacTHW  MauMeHTn ¢
HeanepeHuupaH TyYMOpWU.

3.2.2 lNpun3sHauun Ha uscnegBaHeTo

Mpn npoBeaeHOTO npoyyBaHe 6sxa aHanM3MpaHn crnegHUTe AaHHW:

e KnacudwuumpaHe Ha MPUMUTUBHUTE TEPMUHATUBHOKIETBYHNU TYMOPWU — TOHAOHU W
eKcTparoHagHu (MO3b4YHW, MeanacTUHamnH1M n nepudepHmn)

e [laToreHeTMyHa WM NATOXMUCTOMOIMYHA POACTBEHOCT MeXAy pasHOooOpasHWTe NoArpynu
repMUHATUBHOKIETBYHM TYMOPU

e [lpegnoctaBkM 3a oO4akBaHaTa NbYEYyBCTBUTENHOCT Ha OTAENHMTE noarpynu
NPUMUTUBHWN FEPMUHATUBHOKIETBYHN TYMOPU

e CreneHyBaHe Ha NbYeqyBCTBUMTENHOCTTA W NbYePE3NCTEHTHOCTTa MNpU MPUMUTUBHUTE
repMUHATUBHOKIETBYHM TYMOPU

e [pynupaHe Ha NPUMUTUBHUTE TEPMUHATMBHOKMETBYHM TYMOpPM B 3aBUCUMOCT OT
n3siBeHaTa 1 odakBaHa Nb4e4yBCTBUTENMHOCT U NTbYEPE3NCTEHTHOCT

e HeobGxoAMMOCT OT KOMMMEKCHO feYeHWe Mpu roOHagHUTE W EKTOMUYHU FePMUHOMU U
HerepMMHoOMu

e OnpeaensHe Ha onNTMManHoOTO MsCTO Ha J1J1 npu oTAENHUTE rpynu repMUHATUBHOKNETHYHM
Tymopu

e  YTo4HsIBaHe Ha nbyernedebHua pagvkaneH unu nanuaTtmBeH Noaxond Npu OTAENHUTE rpynu
repMMHaTMBHOKNETbYHM TymMopu Mo oTHoweHue Ha KMO, 00O, OO[, dpakumoHupaHe u
cbyeTaBaHe nnun komouHupaxe c MNXT.

OcHoBHUTE hakTopManHu NnpmusHaumn npy HabngaBaHUTE NaUNEHTH ca:

e Jlokanusauusd - roHagHa Unm ekcTparoHagHa; eKTonnyHa — Mo3bYHa unm nepudepHa

e BibapacT- geua, nogpacTtealum Unn Bb3pacTHN NauneHTn

o [laTOoxuctonornyHa TymopHa BepuduKkauusa- repMMHOMHU MU HErepMUHOMHU TymMOpW,
MO3b4YHU nnu nepudpephn PNET, rpaHnyHm emMGproHanHun Heonnasmu.

KaTto oCHOBHM pe3ynTaTHu npusHaum 6sxa aHanMampaHu:

e XucTtoreHesa M TyMOpPHa POACTBEHOCT MeXAy NPUMUTUBHUTE TEPMUHATUBHOKNETBHYHM
Tymopu

e Komnnekca OT p[guarHOCTUYHM MeToaM- nabopaTopHM WU3CneABaHWs Ha TYMOPHUTE
Mapkepu, naTtoxucTonornyHa sepudpukaums ¢ UXX, obpasHa aumarHoctuka- petreHorpadpum, KT
, MPT n PET

e [lporHo3upaHa n nssiBeHa TyMOpHa NMbYe4yyBCTBUTENHOCT

e  KomnnekHoTo neyeHue, npeanmuo JIJ1 — pagukanHo nnm nanuvatmeHo, KMO, 0O, OO[,
dpakuynoHupaHe u cbyetaBaHeTo Ha J1J1 ¢ XT n/mnun onepauus.

o HeobxognmocT oT cTtepeoTakcuyHo J1J1 unu J1J1 ¢ yckopeHun Yactuum
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3.2.3 N3TouyHULUM Ha nHdopmauumsa

Mo oTHOWeHWe Ha HabngaBaHUTe Y fieKyBaHW NauneHTU, NOASIOXKEHN HA KOMMMEKCHO
neveHve (BKNOYBAWO paguvkanHo wunv nanuatmeHo J1J1) 6sxa npoyvyeHu wuctopumnte Ha
3ab0naBaHETO N NbyeTepaneBTUYHNTE KapTu.

KnuHnyHuat matepuan e pesyntart oT 20 roa. nbyeTepaneBTU4Ha NpakTuka, npeaumMHO
B obnactta Ha getckaTa oHkonorus. lNMaumeHTute ca nekyBaHu 3a nepuoga 1981-2003r. B
KnunukaTta no nbueneverune kbMm UCYJIT Lapuua MoanHa’- Codms n 3a nepmoga 2004-2012 r.
B OToeneHneTo no nvyenedyeHue kbm CBAJ103 , O-p M. Mapkos”- BapHa.

3.4 deuac eM6pVIOHaJ1HVI n npuMNTUBHN TepMNHATUBHOKINETbYHU
HeonnasmMu- aarie4yHun pesynrtatu

e Mepynobnacrom-17 pgeua ¢ megynobnactom- 3 u 5 r. npexuBsiemocT 65% cneg
KomnriekcHo nedveHune /onepaums, KCIJ cbe ctopgosax B Tymopa 0o 54-56Gy m IMNMXT.

e EcTte3anoHeBpobnactom- Npn 6 geua ¢ nokanHo aBaHcupan ecte3MoHeBpobnacTom / Tpu
B B kn.ct. n Tpu B C Kkn.cT./ cnea komnnekcHo neyenune / onepauus, JIT n MNXT/ otyetoxme 33%
5 r. npexuBsaemocT.

e Ewing capkom- 32 geua c Ewing capkom- 3 n 5 r. npexussemoct- 40% n 34% cnepg
KOMMNIIEKCHO neveHune (+/-onepauus, JIIT oo 55-60Gy u MNXT); 8 geua cnen npodUnakTUYHO
©enogpo6Ho J1J1 6e3 6enogpobHn MeTacTtasn Npu Nepuod Ha HabnwgeHue -MuH. 5 r. 1 makc.
12r.

e [loHagHuM u ekcTparoHagHM (MO3b4YHM) AETCKU repPMUHATUBHOKIMETbYHU Tymopu- 3a
25 r. nepmog Ha HabnwogeHne Ha 25 geua creq KoMniekcHo nedenne (xupyprus + MNXT +/- J111)
6e oTyeTeHa 72,7% 3 r. 6e3peunanBHa NPexmnBaemMocT.

e KpaHuodapuHreom- OtueteH e 100% JITK npu 8 geua cnen onepauusa v JIJ1 npu 10 rog.
nepuod Ha HabnogeHue.

3abenexka: lNocturHaTtara gbnroroamwHa 3 u 5 rog. obwa n 6e3peunagnBHa NPEXMBAEMOCT €
nauncrieHa no metoga Ha KannaH Manep. [opeusnoxeHute nedebHn pesyntatun ca
npeacTaBeHn, CPaBHEHN U aHanM3MpaHuM C Te3n Ha OpyrM aBTOPM B CbLOTBETHUTE [MaBWU Ha
HacTosaWumA TpyAa.

3.5 Ocob6eHOCTM Ha CTPYKTypaTa Ha NnpeanoXxXeHus
AncepTauMoOHEH TpyAa

MoHorpadpmyHuaT  BUMOA  Ha  Hactoawmsa  Tpyad  Oewe  odopmMeH  nopaau
NaToOXUCTOSNIOrMYHaTa TYyMOPHA XeTEPOreHHOCT C pPasfnnyHO N3siBEHA ManuUrHeHOCT U pasnnymns B
HanarawoTo ce KOMMMEKCHOTO neyeHne. CTpykTypaTa Ha pa3paboTBaHaTa Tema ce pasgens
Ha 5 rnaBu, obxBalwawn BCAKka efHa nogrpyna Tymopu, cbeTtodwm ce ot ,0600wWweHne Ha
nuTepaTypHUTE OaHHW® C MNpeacTaBeHn cobCTBeHW durypn, oTpassBaliy HeonnasmeHarta
natoreHe3sa n cobCTBEHM AMArHOCTUYHW HabnaeHWs u nocturHath nevebum pesyntatu. B
,COBCTBEHN HabniogeHns ¢ obcbxaaHe n n3Bogu” ce NpeactaBAaT M aHanuaupaTt OTAENHUTe
PSAKO cpelaHn NPUMUTUBHU TEPMUHATMBHOKNETbYHM TYMOPW, MOCTaBALUM AMArHOCTUYHU W
TepaneBTUYHN NpobreMn B KNUHUYHATA OHKOMOrM4YyHa npaktuka. B octaHanuTte 6-ta U 7-ma
rmaBa € M3roXeH COOCTBEH aHanM3 C U3BOAWU MO OTHOLLEHME Ha pondta u MsAcToTo Ha JIJ1 B
KOMMJIEKCHOTO NeYeHne Ha NPUMUTUBHUTE rePMUHATUBHOKNETHYHN TYMOPM.
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3.6 NMpunoxeHn metoamn

Mpn npeacrtaBsaHe Ha aHanuMsa n pesyntatuTe oT COBCTBEHUTE KIUMHUYHM HabnogeHus
B HACTOALLMNA TPy, ca NPUMOXEHU cneaHnTe MeToau:
1/ OunarHocTtnyHu- Obpa3sHa AnarHoCTuKa, BKMOYBaLLa peHTreHorpadumn Ha 6san apod u KocTu;
KT, MPT n PET; natoxuctonorndHa sepudumkaumsa ¢ MXX aHanus; nabopatopHu nacrnensaHus
Ha TYMOPHW MapKepu.
2/ NbyeneyebeH MmeTon- [lepkyTaHHO CaMOCTOATENHO, Npea-, criegonepatmeHo JIJT wnu
cbyeTaHo JIJ1-XT, npoBegeHo Ha TeneramartepaneBTudHa anapartypa ¢ 60-Co.
3/ AHanuTu4yHo-rpacdmyeH metoa- [pacdmyHO nNpeacTaBsHE HA CbOTBETHUTE aHANUTUYHM
pascbxaeHus. Mpu 063opuTe N 06CHLXKOAAHETO HA KOMMMNEKCHOTO NeYeHne B OTAENHUTE rnaBu
ca npeacrtaBeHn cobcTBeHu durypu, nsobpassealum knacudukaumsaTa u naTtoxXncTonormyHaTa
POACTBEHHOCT Ha OTAENHUTe noarpynu Heonnasmu. B nocnegHata VI n VIl ca npegcraBeHn
COOCTBEHM pasCbXxaeHus Ype3 urypu, otTpassiBallm KOMNIEeKCHNS neyebeH anropuTbm.
4/ MeTopn 3a onpegensHe Ha NPeXuBAeMOCTTa Ha nauueHtuTte. [lpunoxeH e meToda Ha
Kannan Mawnep 3a otuntaHe Ha 3 1 5 roa. obuwa n 6e3pelnamBHa NPEXNBAEMOCT Ha ronemuTe
TYMOPHM NoArpynu.
5/ Cratnctnyeckm meton- Ypes Kokc- perpecMoHeH aHanms e onpegeneHa ctatucTmyeckara
3HAYMMOCT Ha MPOTrHOCTMYMHU W MPEAVKTUBTUMBHKU  dbakTopwu, Onpedensawu nporHosara u
edeKTUBHOCTTA OT NPUNOXEHUTE NevebHn meToaun.
6/ EmnupuyeH meToa 3a aHanM3MpaHe W [JoKa3BaHe Ha O4vakBaHaTa W M3sBEHa
NbYeYyBCTBUTENHOCT Ha NOArpynnTe repMUHaATUBHOKNETBYHU TYMOPU.
Mo oTHoOWweHMe Ha AWMArHOCTUYHUTE AaHHM ce M3Kka3Ba OnarogapHOCT Ha  Komerute
NaTOXMCTOMNO3M 3a pPas3lWMpPEHNTE U EK3aKTHU MNATOXUCTOMNOINMYHM 3aKMNYEeHUs, KakTo U Ha
Konerute pagumonosn (PEHTreHomno3n U HykneapHM MeguuM) 3a CTPUKTHOTO M OOCTOMHO
pa3udnTaHe Ha obpasHaTa gnarHocTuka.

|. O6bwa yacT

1. MNaToreHe3a Ha repMMHaTUBHOKINeTb4YHUTE TYMOPU

EmGpuoHanHumaT npousxon Ha NaTOXMUCTONOMMYHO pa3HoobpasHuTe
repMMHaTUBHOKNETbYHN TymMopu ce 6asupa Ha dakta, Ye ca M3rpageHu oT emBpuoHanHu
KNeTKM C pasnuMyHa cTeneH Ha knetbyHa AaudpepeHumaums. Ot ®dur.1 ce Buxkaga, de
MariMrHeHnTe HeonmnasuyM NPomsxoxaaT oT eMOpuoHanHaTa MynTUNOTEHTHA KINeTka B pesynTar
Ha HelHaTa ManurHeHa TpaHcdopmauus. Te BkM4YBaT HeaudepeHUMpaHus AUCTEPMUHOM
/repMUHOM-CEMUHOM/, NMPUMUTUBHUSE eMOpUOHarNeH KapLuMHOM, COMaTUYHUS HE3psin TepaToM,
TPOOONacTHMSA XOPMOKAPLMHOM U M3BbHEMOpUOHANHMA eHgodepManeH cuHycoB Tymop (
KapuMHOMa Ha XbNTbYHOTO Mexypdye). 3penuTe A06GpOoKaYeCcTBEHW TYMOpPW MpousxoxgaT oT
3psinata embpuoHanHa MynTUNOTEHTHA KIeTka U BKMYBaT A0OpoKayecTBEH 3psifl KUCTUYEH
TepaToM, CTpymMa OBapuu, a crep HeWlHaTa ManurHeHa TpaHcdopmauus ce paspacTtsaT
310KAYECTBEHUTE MMOCKOKMNETbYHU KAPLUMHOMM, KapuMHOMOBLT M TUPEOUOHUS KapLUHOM.
TepaToMbT Npousxoxaa OT TPUTe eMOPUOHANHN KNeTbYHM Crosi: eHA0-, Me30o- U ekToaepmara.
EmMGpUuoHanHMsaT kapuumHOM BOAM HAYanoTo CW OT MIypuroTEHTHATa poAoHavanHa knetka Ha
embpuoHa. EHOOAEPManHUAT CUHYCOB TYMOP W XOPMOKapUMHOMBT MNpousxoxgaT oT
HeeMOpPUOHaNHUTE KNETbYHM ENIEMEHTU Ha XbNTbYHUS MeXyp U TpodobnacTa (dwur.1).
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ManHrHHIHpana
PoACHAaYanHa

KNeTka

N

TYMOp OT NNYPHAOTE HTHA
popOHasanHA

eMOpHOHANHA KNeTkA

endpHoHaN M
ThHIM

TEPMHHOM

MSBEHE“&FHOH&HHM
ThEAHH

Tpothobnact eKToAEpNA
\ mwmlpm
1

F Py

eHjofepma

TepaTom (zpAN TEPaTOM; MANMrHeH
Tepatom = emdpuoRaneH Ca; Tepamomc
p Ca="repaTorapuy "

: |

E ¥hop

dur.1 ManurHeHa TpaHcgopmaLums

"epMMHaATUBHOKNETBbYHUAT NPOU3X0 Ha rOHaOHUTE TYMOPW € OTYETEH 3a NbpBKU NbT OT Teilum
npe3 1965. [Jo HacTosWwMss MOMEHT OT KIAMHW4YHATA MpakTUKa Ce HanoXuxa 3Ha4YuTesnHu
NMPOMEHM B MATOXUCTONMOrMYHMTE Knacudukaumm (Tabn.3). Lenta e makcumanHo
ONTUMU3MpPaAHE Ha MACTOTO Ha repMMHATUBHOKIETBYHUTE TyMOpU B TAX. Kod e npuymnHaTta 3a
HeonnacTnyHata TpaHcopMaums Ha HopmarnHata repmuHaTmeHa knetkal? OkassaT ce ABa
OCHOBHM hakTopa, NPSIKO CBbP3aHU C NpoLecuTe Ha KneTbyHaTa gudepeHumnaums ( dur.2).

° MopTnckaHe Ha KneTb4HaTa audepeHunauma (HegudepeHUMPaHN HEOMJIA3nN)- KaTo
npumMep: CEMUHOM U ANCTEPMUHOM

o KnetbuyHa gudepeHumauua oo onpepeneHo HUBO: 1/ HavyanHa —npu eMBpuoHanHuA
KapuuHoMm; 2/ emOpuoHanHa — npu 3psan U He3psan TepaTtom; 3/ u3BbHeEMOpPUOHanHa-
XOPUOKpaUMHOM 1 eHaofepmarieH cuHycos Tymop (yolk sac Tymop)

MaToreHe3a HA FeDMKWHATUEHOKNeThYHWTE HEONNazuK

HopManHo eMBRUOHAMHO MbATHYHO

Mexypue
EMGRHOHANHM KNETEYHM NpoayKkTH J

MNepecHaAYanHA 3apoaHIIHA KNeTKa

nepucepH M MO3BYHKU PNET;
HegudepeHUMpaHn gpeGHOKNETBYHM capKOMK
rl

Fd
HeanpepeHUMpaHa KneTka

/___,.——"‘ HEGNNACTHYHA KNETR?

HOPM ANHA &= MUIPHPALLA —F NATONOMMHYHA—KMNeTEHYHA CMBpPT

KMeTKH ¢ NoATUCHATA AMchepeHLMaumA

BHchepeHLMpaHM KMeTK1

FepMUHOM | CEMHUHOM, AWCrEpMMHOM]

Tepatom

ATunuyeH
TepaTopabooupeH
TYMOpP [ MO3BYEH U
nepucepeH

EmEpuoHanHM Ca

HeamSpUMOHANHM T O pM
XOpPHOKAPLUMHOM
EHpoaepmaneH cMHYCOB TyMop
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NPUMUTHEEH eMOpUOoHaneH
\ﬂoﬁpoxauelc'rBeHu TYMOpH| KapLMHOM

pochobnacTeH
XOPUOKAPLIMHOM

. 3PAN KMCTHUYEH TepaTomM
. OBAPUANHA CTPYMA
. AEPMOUIHA KUCTA
. MOHOA&PManeH TepaTom

HezpAna KneTka

eMOPHOHANHA MYNTUNOTEHTHA
eTKa

repMUMHaTUBEHA KneTKa j
HeauhepeHUMPaH ANCTrepMMHOM

-
[ BnokayecTBEHH TYMOpH | ;capum:om ::n;:mo.ro
cOoMaTUyYeH He3pAn - MNOCKOKNETHHEH Mexypye
KAPLMHOM ¥P
TepaToMm

. KapuuHoup
. THpeOUAEH KapLMHOM

dwur.2 lNartoreHesa Ha repMmMHaTUBHOKNETbYHUTE TYMOpPW.

Ta6n.3 Knacudukaumusa Ha repMmMHaTUBHOKNETbYHUTE TYMOpPU

FepMnHoMHU HeceMUHOMHU Tymopu
e CeMMHOM: Knacu4ecku, aHannacTudeH, o Tepartom: 3psan, He3psan,
cnepmaTtounTeH 3rokadecTBeH
e [ncrepMmmHOM e EMOpuOHaneH kKapumMHOM
¢ CmeceHM BapmaHTU ° EHpooepmaneH cMHycoB TymMop
- CemuHoM; HecemMynHOM (CEMWHOM CBbC | e XopuokapumHoOM
CUHUNTNOTPOGOONACTHN Kil. €NlEMEHTN)
- HecemuHOomM (cemynHOM+ emOGpuoHaneH
KapLUnHOM)

Xuctonorua: B 3aBMCUMMOCT OT CBOSATa XMUCTOMOrMYyHa xapakrepuctuka, GCT ce
KnacuduumpaTt B JBE OCHOBHW NOArpynu:
e HeaudepeHuMpaHM repmMMHOMU- HapU4aHN CEMUHOM WUNN OUCTEPMWMHOM MPW roHagHa
nokanusauus (B Tectuca Unm Su4HuKa); Mo3b4YyeH U megmactuHaneH repMMHOM.
e [undepeHumpaHn HerepMMHOMU- HECEMUHOMHM FePMUHATUBHOKIETBHLYHU TyMOpMU
(NGCT), BknoyBaLwu: TepatomMm (3penu 1 He3penu/3nokayecTBeHn), eHaoAepMarHus CUHYCOB
TYMOp (OT XbATbYHMA MeXyp- TyMop Ha Teilum) n xopnokapunHoma.
e  OT HeceMVMHOMHWUTE Heonnasmu ce ooOpMA MeXAUHHaA rpyna Tymopu c Genesn Ha
AndepeHumauma KbM KapuMHOM - NPUMUTUMBHMA eMBpuoHaneH KapuMHOM, MPOM3XOXAall OT
NnpUMUTMBHaTa emOproHanHa pogoHayanHa kneTtka / nogobHo Ha cemmHoma. B npakTtukaTa ce
cpewa 4ecto B KOMOMHaUMA CbC CEMUHOM M ApYyr HECEeMUHOMEH Tymop (TepaToMm wunu
xopuokapuuHom). OkasBa ce, Ye Han-HeandepeHUUPaHUAT XcTonormdeH sapmanTt Ha GCT -
FEPMUHOMBT € U3KIMIYUTENHO NbYedyBcTBUTENEH. ManurHeHuTe HeCeMMHOMHM TyMOpM ca
U3KMIOYUTENHO NbYEPE3UCTEHTHNU U C HebnaronpusTHa nporHo3a crnej CcaMOCTOATENHO
onepaTvBHO neyeHve, T.e 6e3 AonbnHWUTENHa, aflBaHTHa Tepanvs. B npeaBua TAxHaTa
pasnuyHa nartoreHe3a ( OT eMOpPMOHaNHM WU HeeMOpUOHaNHU TbKaHW), pasfnuyHa
Knetb4yHa AudepeHUnaums M pasnuMyeH TepaneBTUYEH OTroBOp, HECEMUHOMHUTE
repMMHOMHOKNETBbYHM TYyMOpU ce Knacuduuupatr KaTto HeonnasMm C pasfnuyHa
nporHo3a. EkctparoHagHute NGCT ce cpewart npeguMHO WHTpakpaHuanHo, psigko C
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MegmacTuHanHa nokanusauusi. HskouM SAnOHCKM aBTOpu OTOENST He3penute, ManurHeHu
TepaToMu OT OCTaHanMTe HerepMMHOMM, Nopaamn CpaBHUTENHO NO-gobparta NporHosa.

Nokanusauwmsa- lNpegumHo ce gunarHocTuumpat roHagHuTe GCT, npowusxoxgawm oT
TecTuca n andHuka. EkctparoHagHute GCT paspacTtBaT No cpeauHHaTa NUHUS- akcuarHo.
Paspenatr ce Ha TpU OCHOBHM rpynv B 3aBUCUMOCT OT CBOSITa JlOKanu3auus: KpaHWarHw,
MeguacTUHanNHM u petponeputoHeanHu. Kpanuanuute GCT ce pguarHoctmumpart B
nuHeanHaTa Xnesa unu cynpacenapHo. Te ce cpewat npu 60-80% OT nuUHeanHuTe TymMoOpw.
MeguactmHanuinte GCT ca 5-13% oOT BCUMYKM MeaumacTuHanHu Tymopu. [lo-dyecto ce
anarHoctvumpaTt npy MbXeTe, NpeaumMHo B npefgHus meguactuHyMm, B 20% xuctonorudata e
HerepMMHOMHa /HeceMMHOMHa. YucTute mMeguacTMHanHM CEMMHOMWU Cce AnarHoCTUuMpaT Ha
Bb3pacT oT 20-40 rognHn. HeceMMHOMHUTE MeguacTUHaNHN TYMOpPK ca Npu Mnagu nauueHTun
oT 15 po 35 rog. Bb3pact. Psgko ce Habntogasat GCT, nokanuanpaHu B peTponepuToHeyma,
cakpoKkokUureanHaTta obnact, no-psako B HasodapuHKca, LnaTa, rPbAHUS Kow, abaomeHa,
NMUKOYHMA MexXyp unu npoctaTtaTta. Ha ®ur.3 e npeacraBeHo pasHoobGpasneTo B Nokanusaums
Ha repMMHaTMBHOKNETbYHUTE TYMOPW.

epMHHATHEHOKNETLYHH TYMOPH

P ———

T oHagHH l_Elcc'rparoHap,HH
WHTpakpaHHanHH EkeTpakpaHHanHH
rePMHHATHBEHOKNETLYHH FEPMHHATHBHOKNETL HHH
— | |
FeprMHHOMHH H MHHeanHH TyMopH :ZP:T:_?“HH:::‘HET
HETEPMHHOMHH PNET  H mMegynofnactom A
TEPMHHOM H HETEPMHHOM

®dwur.3. Jlokanusaumsa Ha repMmMHaTUBHOKINETbYHUTE TYMOPU- TOHagHa 1 eKCTparoHagHa.

pynata Ha repMUMHaTMBHOKIETbYHUTE TymMOpuM ce oborataBa C MO3bYHUTE W
nepudepPHN TyMOPU Bb3HMKHANM OT ManurHMsauMsiTa Ha comMaTuyHata MynTUMNOTEHTHa
cBonoBa kneTtka. basarta 3a pa3BuTUe Ha NPUMUTUBHUTE MO3BbYHU U NepudepHn TyMopu e
HeBpoeKkToepManHaTa emMmGpuoHanHa kneTka. Tean emOpuoHanHuM Tymopu ce  cpeluat
npeavMHO nNpv Adeua W nogpacTeawy. WsknioumtenHo psoko ce  AvarHocTuumpaT npu
Bb3PaCTHU NaLMEHTH ¢ HebnaronpusiTHa NPorHo3a.

Ha ®ur.4 e npeacraBeHa uutonatoreHesaTta Ha NPUMUTUBHUTE rEPMUHATUBHOKNETHYHM
Tymopu, obeaunHsiBalLM TrOHaAHUTE W  EKTOMUYHUTE TEepPMUHATUBHOKNETbYHU TyMOpu U
NPUMUTUBHUTE HeBpoekToaepmanHu Tymopm (PNET). B rpynata Ha mo3byHute PNET ce
BNoYBaT  Medynobnactoma, eneHauMmoma, NbpPBUYHUA  HeBpobnacTom,  aTtunuyHuTe
pabgongHo-TepatoMaHm Tymopu. [pynata Ha NPUMUTUBHO HEBPOEKTOAEPMArHUTE TyMOpHU
(PNET) ce paswupsBsa oT psako AMarHoCTULMpaHnTe eKcTpakpaHuanHu nepudepHmn PNET,
KOVUTO Bb3HUKBAT BbB BCSKA YACT OT YOBELLKOTO TASO .
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éMEpMOHEnEH Ca>
EMWHOM; CMeceH
NPUMUTUBHA CeMUHOM
emGproHanHa

KneTKa

MO3Bb4€H repMHUHOM;
MEeCceH

P
egnacTtuHaneH

repMMHOM; CMeceH J

COMaTH4YHa
MYyNnTUNOTEHTHa
CTBONOBa KNeTKa

’”
Mo3byeH PNET

/oT HeBpoeKToaepmal

emGpuoHanHa
TbKaH

®dwur.4. LiutonatoreHesa Ha NPUMUTUBHUTE rEPMUHATUBHOKIIETBYHM TYMOPU

OT eMOPHOHANHK THEKAHW-TepaToM;
EMEPMDHBHEH KapuWHOM; TEpATOKapLWHOM
0T HeeMBPUOHANHN ThKaHH-

Xop PU ;eHgogep CHHYCOE
Tymop

nepucpeper PNET

2 MeHeTM4YHU NpOMEeHU NP FrepMUHATUBHOKIIETBLYHUTE TYMOpPHU

"epMMHATUBHOKINETbYHUTE TYMOPM Ca pa3fernieHn B YeTUpU rpynu B 3aBUCUMOCT OT
TEXHUTE XPOMO3OMHM NpomeHn (Oosterhuis, 1997).

pyna 1- He3penu TepatoMu M TymMOpu Ha XbNATbYHOTO Mexypue (yolk sac TymopuTe).
Hespenute Tepatomu npeguMHO ca AWNNOUOHW, @ TYMOPUTE Ha XbMATbYHOTO Mexypye -
ANNNonaHW, TeTpannonaHn unu aHannonaHn. OTyMTaT ce XpPOMO30MHM abepaunmn, BKITHOYBALLN
npeanmMHo no-ronsim 6pont Ha xpomosomute X, 1, 3, 8, 12, n 14, KakTo 1 HaMmaneHo KonM4ecTBO
Ha Y n X xpomosomute. Moxe ga ce oTkpue geneumsa Ha 1p v peapaHxmpaHe Ha 3q n 6(Q
xpomo3somuTe. Cpelya ce nsoxpomosoma 12p (i12p). Yecto ce HabrogaBa natonornyeH 6pon Ha
LeHTpoMepuTe Npu ANNAONSOHUTE U aHaNNoOUgHUTE TYMOPU.

Mpyna 2- HeceMMHOMHU ManurHeHn GCT ¢ TunudHa natonorust B 6posi Ha xpomosomute X,
7, 8, 12 n 21, kakto n geneumm Ha xpomosomute Y, 11, 13 u 18. OTHOBO npuchbCTBa
nsoxpomosomaTta 12p ¢ gpyra abepaums Ha 12p u 1p.

Fpyna 3- 3penu TepatoMu n 3penu KUCTUYHU TepaTomu. CpellaT ce NaToNOrMyHN NPOMEHN
M3BbH Xpomosomute X, 7, 12 n 15. He ce HammpaT XpOMO30OMHU CTPYKTYPHU NPOMEHMN.

pyna 4- CnepmaTouuTeH CEMMHOM, MPEAVMHO OUAarHOCTUUMPaH Mpu Bb3PacTHU MbXKE.
LinToreHeTnyHMTE NPOMEHM HE Ca xapaKTepHu 3a Tasu rpyna. Kato natonorna ce otbenassart
CTPYKTYPHU XPOMO3OMHW TPOMEHN, MPeAn3BUKBALLN CBPBXEKCPECUA Ha HAKOU TeHU WU
HamaneHa ekcrnpecus Ha Apyrv, OTKNIYBaWM NaTOMOTMYHUTE  PaCTEXHU  TYMOPHWU
XapaKTEPUCTUKN.

o loHapoOnacToMbT € Heonnasma C Hanuune Ha AUNCTEPMUHOMHN, CEPTONUEBU, NANLUIroBHU,
rPaHYNO3HOKIETbYHN CTPYKTYpPU K Teka knetku. Cpewa ce npeaMMHO Mpu nuiua ¢ roHagHa
aucreHesa, CBbp3aHa C Hanuyue Ha Y- XpoMo3oMa unu Ha pparmeHT OT Hed. CmsTa ce, 4ve
roHagobnactoMHmsaT ueHTbp  GBY e pasnonoxeH Bbpxy Y- xpomosomata. EamH ot
kKaHouaatute e reH TSPY. Bbpxy X XpomosomaTa nma aHanor Ha 1o3n TSPY reH, onpeaeneH
kato TSPX- perynaTtop Ha KNeTbYyHMs UuKbi. HaKom aBTopu onpeaendrt roHagobnactoma kato
[obpokayecTBEH TYMOp, a APYrK KaTto UH cuTy Heonnasma ( HenpemuHan 6asanHaTa KneTbyHa
membpaHa). YecTo ce HabntoaaBa roHagobnacTtomeH npexon KbM apyr
repMMHaTMBHOKNETbYEH TYMOpP KaTo AucrepMuHoM, yolk sac Tymop, Hespsarn TepaTtom unm
XOpPMOKapLMHOM.
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o [eHeTUYHM NPOMEHU NpU repMMHaTUBHOKNEeTbYHaTa Ewing TymopHa
cdamunus

Ewing TymopHaTta cdhamMunua e xeteporeHHa rpyna Heonnasmu, BKIHOYBaLLa KOCTHUS
Ewing capkom, eKcTpaocanHure Ewing  Tymopw, nepudepHuTe NPUMUTUBHN
HeBpoekTogepmanHu Tymopu (pPNET unn nepudpepHa HeBpoenuTenuoma) u TymopuTe Ha
Askin /pPNET Ha rpbaHaTta cteHa. Beuykn 1esm Tymopu npousxoxgaT oT mManurHusvpanarta
embpuoHanHa comaTuyHa MyNTUNOTEHTHa CTBOMIOBa KneTka. XunotesaTa 3a POACTBEHHaTa
Bpb3ka M/y Moco4vyeHuTe Heonnasmu ce gokasa 20 roguMHu no-KbCHO C MAeHTUUUUpaHe Ha
t(11,22) xpomo3omMHa TpaHcnokaums. MonekynHusaTt aHanua Ypes ETS-oHkoreH Ha EWSRL1 reH
B 22012 TpaHcnokaums, gokassa HannmumeTo  BbB BCUYKM NepuUdepHn repMMHATUBHOKIETHYHN
Tymopu Ha HOuHr- capkomHata chamunus. B pesdynTtaT Ha Tas3m XpOMO3OMHa TpaHcrokauus ce
obpasyBa TpaHckpunTuBeH daktop EWSRI1-FLI1, npsko cBbp3aH C reHesata Ha Te3u
repMMHaTUBHOKNETBbYHM HEOMNMasMu.

MogobHM reHeTMYHW npoMeHn ce HabwgasBat M nNpu  nepudpepHUA NPUMUTUBEH
HeBpoeKkTogepmaneH tymop (pPNET) Ha KocTTa n MekMTe TbKaHu, BKOYBALLM TyMOpa Ha
Askin. KakTto npu KOCTHMUSI capkom Ha Ewing n Tyk, naToXucTonornyHata Haxogka ce CbCTtou oT
Marku, Kpbrin, CUMHKaBW KNeTKM C nepudepeH HeBpoekTogepManeH npowusxon. EaHakeaTa
XPOMO30MHa TpaHCNoKauMa M XUCTONOrMYHa Haxogka [Aoka3Ba Onuskata poOACTBEHOCT Ha
TymopuTe, ohopMALLN repMUHATMBHOKETbYHaTa Ewing- capkomMHa hamunus .

[a oTtbenexum, 4Ye nNpu MbXETe CTPOMANHUAT KapuuHoMa C HeBpOeKTogepmanHa
andepeHumnauua (PNET) ce cpewa TBbpae pagko- nog 1%. [MaTtoxucTonorMyHo ce
Bepudmumnpa kaTo MoHogEepPMarneH N TepaToOMeH KapunHoung. Hanara ce CTpMKTHO onpeaensiHe
Ha cTeneHTa Ha audepeHumnaumsata G1 unm G2, kakto u [} Ha MoOHoOepManHus TepatomMm OT
Opyr nbpBuyeH metactatuyeH Tymop!!!

e [eHeTUYHM npomMmeHun B eM6pMOHa.I1HVITe MO3b4HU TyMOpHU

[openocodyeHaTa XpOMO30OMHa  TpaHcrokauuss t(11,22) He e [gokasaHa npwu
cynpaTteHTopmanHute mMmo3b4yHu PNET. Te ca kopeHHO pasnuyHu oT nepudepHute PNET,
KOeTo orpefens TAXHOTO Pa3fIMyHO OHKOMNOMMYHO NOBeAEHNE U KOMMMEKCHO fleYeHune.

Mpn mepynobnactoma ce ycTaHOBsiIBa fvnca Ha xpomo3oma 8p. HamaneHOTo HMBO Ha
nokanuaunpanuna Bly 8p22 xpomosoma TymopcynpecopeH reH (DLC-1) ce cmdata 3a OCHOBEH
natoreHeTnyeH cpakTop npu megynobnactoma n cynpateHtopnanHnsa PNET.

OcHoBHaTa npu4yvMHa 3a paspacTBaHeTo Ha Mmegynobnactoma e embpuoHanHa myTauusa Ha
npegnonaraemM repMUMHaTUBHOKIETBYHO TyMOp- CynpecopeH reH Ha xpomosoma 9g31.
3acerHaTuAT reH € n3BecTeH kaTto Patched (Ptc) n npeacraensBa TpaHCMeMOpaHEH peLenTop
3a cekpeTMpaHusa nuraHa Ha BbTpekneTbyHua Sonic Hedgehog (SHH) curHaneH nbT.

Je3monnactMyHMAT BapuaHT Ha Meaynobnactoma, npeacrasnsesaw, 10-20% ot
crnopaguyHuTe Meaynobnactomm, CbLLO Ce XxapakTepuampa ¢ MyTaumsTa Ha Ptc curHanHms nbT.
NHTepecHo e, Ye YecToTa Ha To3u cneuudmdeH TMN MegynobnacTom e U3KNIYMTENHO Marka
(1,5%,). Opyro cbecTosiHME, Npedpasnonarailo pa3BUTMETo Ha Medynobnactoma € CUHAPOMbT
Ha Rubinstein-Taybi (RTS). Ton ce acouuupa c Mukpogeneuus Ha xpomosoma 16p13.3,
Hocella reHa, OTFOBOPEH 3a MnpoayKkuusaTa Ha 4oBellkus cebp3Bal, npotemH CREB (cAMP
enemMeHT Ha otroBopa) unu CBP (CREB cBbp3Baw, npoTeuH). NocnegHuaT npepcrasnssa
TPaAHCKPUMNLMOHEH KOaKTUBATOpP, (PYHKLMOHNPALL B peanua TpaHCAYKUMOHHN CUTHANMHW NbTuLla.
Ton B3aMmogencTBa CbC curHanHus nbT  SHH, koakTMBaTop OT CEeMEeNcTBOTO Ha
TpaHcKkpunumoHHuTe  Gli-dpbakTopm (FCmMnobnactoma-1) u B yactHocT Gli-1gpaktopu. C
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pasBMTMETO Ha MegynobnacTtoma ce CBbp3Ba M HAcNeacTBEHUST CUHAPOM Ha Turcot,
npuynHeH ot myTtauma Ha APC- reH unn Ha reHmute Ha OHK-penapauuaTta (mismatch repair
reHu).

o ATUNUYHM TepaTo-pabaonAHM MO3bYHU TYMOPU

PasnnyHaTta Guonornst n arpecuBHo nosedeHve Ha Mo3buyHuTe AT/RT (noaeBug Ha
Mo3byHMA PNET) ce cBbp3Ba C AokasaH reHeTudeH gedpekt B 22g11,2 xpomo3oma. ToBa e
reHeTU4Ha anrtepaums Ha SMARCB1 cbCc TyMopcynpecopeH reH Bly 22q xpomosoma. MNpu 90%
OT Te3n arpecmBHU MO3b4HM AT/RT ce oTuMTa MOHO30MUS UNKU Aeneumns Ha 22-pa XpomMmo3oma.
[MporHo3ata e 3Ha4MTenHO no-fnowa B cpaBHeHne ¢ mepgynobnactoma. 'eH hSNF5/ INI1 e
npeacrtasuten Ha SWI/SNF xpomosoMHUs pemogenupall, KOMMMeKc rnokanusnpaH By
xpomo3soma 22q11.2. Jiuncata Ha ekcnpecusi Ha INI1 npu mo3byHuTe AT/RT ce cBbp3Ba C
HebnaronpuaTHa nporHo3a. CpegHaTta nNpexuBseMocT cref NpoBeAeHO fevyeHne npu ronsama
4yacT oT nauneHTuTe e < 1 roguHa.

U3Boa: 3a pasnuka ot apyrute mo3b4yHu PNET ce okasBa, 4ye Mo3byHuAT AT/RT uma
3HaYUTENHO No-b6nm3ka poacTeeHa Bpb3ka ¢ nepucpepHute PNET B npeaBna reHeTUYHUSA
aedekTt B 22011,2 xpomosoma (Tabn.4).

Ta6n.4 FleHeTUYHN NPOMEHU NP MO3bYHUTE FEPMUHATUBHOKIIETBbYHU TYMOPU U
nepudepHna aTunuyeH TeparopadbgounaeH tymop /AT/IPT/

Tymop Xpomo3oma 3abonsaBaHe leH
PNET / megynobnacrtom 5g21-22
9g22,3 Turcot- cuHgpom APC
17p13 NBBCS* PTC
17q
Mo3bu4HHM MOHO30MUSA UK - reHeTu4yHa
aTUNUYHN TepaTo- aeneuus Ha 22-pa anTtepauus Ha
IpabgonaHun Tymopu XpomMo3oma SMARCBI1 cbc
(AT/RT) TymMopcynpecopeH
reH Bly 22q
......................... XpOomMoO30oMma.

aeneuvsa wnu
nepucepHn MHaKTUBUpPaHa
ATIRT MyTauus Ha reH reH i(17q)
hSNF5/ INI1 Bly
Xpomo3oma
22911.2 wnu
peapaHxupaHe Ha
6-Ttan 11-Ta
Xpomo3oma.

NBBCS*- 6a3anHokneTb4eH HEBYCEH KapUMHOMEH CUHAPOM
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o ATUNNYHM TepaTUAHO-pabaonaHM napa-, UHTpPacnUHarHu n 6bLOpeYHN
TymMmopum

[eHeTMYHMTE NPOMEHN Ha 22-pa XpoMo3oMa pasrpaHudaBaT nepudepHute AT/PT ot
nepudepHns PNET ¢ tunuyHa natonorusa Ha reH i(17q). Hag 50% ot nepudpepnute AT/ PT
nokaseaT geneuusa unu MHaktMeupaHa myTtauma Ha reH hSNF5/INI1, konTo ce Hamwupa Bly
xpomosomMa 22¢11.2, KakTo n 22 MOHO30MUS UK peapaHxnpaHe Ha 6-ta n 11-Ta xpomosoma.
Kakto cnomeHaxme reH INI1 e npeactaButen Ha SWI/SNF XpoMoO3oMHUA pemogenupaly
KOMMNIEKC nokanuanpaH B/y xpomo3oma 22qgll1.2. Tonm e nunceaw, wnu myTupan npwu
3r0Ka4yecTBEHNTE TepaTtomagHo-pabaovaHn Tymopu npu HoBopogeHwu. [logobHo Ha AT/PT
nuncaTa Ha reH INI1- ekcnpecus npu XX xapaktepusnpa HeaudepeHunpaHmtTe enutenonaHu
CapkOMW, BKJIHOYBALLUM aHMMocapkoMa, XeMaHrmoeHgoTenvoma, TymopuTe Ha OOBMBKUTE Ha
nepudgepHnTe HEPBI.

U3Bopa: OT ropensnoxeHnTe reHeTUMYHM NPOMEHMU Ce yCTaHOBSIBa poACTBEHA Bpb3Ka My
nepudcdepHute PNET n HeaudepeHunpaHuTe enuTeriongHn CapKkomu.

« PopactBeHa Bpb3ka M/y HerepMUHOMHU TEeCTUKYNAapPHU TYMOPU U
Mo3bUyHUTe PNET

MpMUTUBHUTE HEeBpoeKTodepMariH1 HeonnasuMm ca 4YecTo cpewaHu nog dopmara Ha
HerepMMHaTUBHOKNETbYHU TECTUKYNapHU TYMOPM. W3cneasaHu ca cnegHute
UMYHOXUCTOXMMUYHK Mapkepun: INI1, CD57, S-100 npoteuH, NeuN, LiutonnasmeHHa WTL,
HeepodunameHT, CD99, GFAP, CuHantodunanH, XpomorpaHuH, AEL/AE3 UntokepatuH, Fli-1 n
KonareH IV. lMpn BCKMYKM TymMoOpu ce OTyMTa MNonoxutenHa ekcnpecuss Ha reH INI1. Bcuykn
oCTaHanu mapkepu ca otTpuuaTenHu (c usknwodveHve Ha UutonnasmenHHata WTL1 /yacTnyHo
No3uUTUBHA NPU rofigMa YyacT OT TymopuTe).

Mpy BCUYKM KITMHUYHU ClyYan e aHanuM3mMpaHo Hanvyme unm nunca Ha TpaHcnokauus Ha
22-pa xpomosoma. Camo npu Megynoenutenuoma ce fokasa TpaHcrokauuss Ha 22-pata
xpomosoma (22% npoOMEHEeHU KIEeTKW), OocTaHanute TpuUHaZeceT crydyas ca HeraTuBHu /
BKJTHOMMTENHO U Npu e4uH OT criydanTe ¢ nepudepeH PNET.

N3Boau:
1. TeHeTuyHute N UXX nNpoMEeHM Ha MO3BYHUTE MeTacTa3u OT TeCTUKYNapHU
HerepMMHOMM Hanogo6AaBaT Mmo3b4HUTe PNET.

2. HebnaronpusitTHaTa nporHo3a npu mMo3byeH PNET 1 MeTtactaTuyeH TeCcTUKynapeH
HerepMuHoM, BKnrwuutenHo m cnepg MNXT 6asupaHa Ha LUucnnatuHa, Hanara TapreTtHa
MeAuMKaMeHTO3Ha Teparnus.

3. Mepgynobnactoma npu Bb3pPacTHU U3UCKBA KOMIJIEKCHO JleYyeHue, BKNIYBaLlo
TapreTtHa MegMKaMeHTO3Ha Tepanus.

3. marHocTuka Ha repMMHaAaTUBHOKINETbYHUTE TYMOPU

3a gnarHocTtmkata Ha repMMHaTUBHOKINETBbYHUTE TYMOPU Ce Hanara o6CcTonHa aHamHesa ;
MKK ¢ 6uoxumusa; TymopHW mapkepu - anda-gpetonpotenH (aFP), 6eTta 4YoBeLKM XOPUOH-
roHagotponuH (BHCG), naktat-gexvagporeHasa (LDH); nnaueHTapHa ankanHa dgocdartasa;
o6pa3HO AMarHoCTUYHM METOAM U MAaTOXMCTONOrM4YeH pesynTtaT / nogpobeH GuoncuyeH panopT.
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O6pa3Ha gnarHocTtuka: PeHreHorpadums Ha rpbaHa knetka; KT u MPT Ha abgomeH n manbk
Ta3 (Nnpy abgomuHanHu u Tasosu Tymopu); KT Ha rpbaHa knetka (NpyM meguacTuHanHa
nokanusauus, numdHO W JaneyHo MeTactasvpade); KocTHa cuuHTurpamsa 3a KOCTHU
meTacTtasu; KT nnu MPT Ha MO3bK (Mpu Ccycnekums 3a MO3bYHO pa3npocTpaHeHue); Exorpadus
Ha abgomeH n Manbk Tas (Mpu oBapuanHu Tymopu); Exorpadus Ha Tectuc; PET/ CT

MaToXxncTonornyHn AaHHu:

) Mpu 3psAn TepaTom ce Hanara U3sAICHABaHe HaNU4MeTO Ha He3penun HeBParnHu enemMeHTH
UNKN OKYNTHW 3rokavyecTBeHn hokycn. TymopbT TpssbBa Aa ce uscneasa npes Bcekn 1cm.

° Hespsan tepatom: G1- Ha cpes3 eauH manurHeH okyc; G2- Ha cpes 4 unm no-marnko oT
4 manurHeHun dokyca ; G3- Ha cpes Hag 4 manurHeHn cokyca

) FepMuMHOM, AUCrePMMHOM UMM CEMMHOM- Bepura OT MOSIMrOHANHN KNEeTKU OTAENeHU
ype3 pubpo3HM MBULW; NETHA OT NaueHTapHa ankanHa gocdartasa —Hag 80% oT crniyyaute

o TyMop Ha XBNATBLYHOTO Mexypye M eHOoAdepMarieH CUHYCOB Tymop: 3HauuTenHa
ManuMrHeHOCT B paMKuTe Ha TepatoMa; WHUNTPATMBEH TyMOpP CbCTOsL, Ce OT
ncesaonanunapHy, peTuKynapHu, CONUAHN UM XbITbYHU KNETbYHU CTPYKTYpH

o XopuokapumHom: OTKkpuBaT ce cuHUMTMOTpodobnacTn n uutotpodobnactu; nunca Ha
XeTepO3NroTHOCT;

o EmMOpuoHaneH KapuuMHOM: TrONsMO KOMMYECTBO KUCTUYHA HEKpOo3a; aHannasug,
MUTOTMYHA aKTUBHOCT; XeMoparus; HeKpo3a; nunca Ha Tenuara Ha Schiller-Duval

Ha 11.06.2010r B Yukaro, AMepukaHckata oHKonormyHa acoumaumst (ASCO) onpegenu
TOYHWTE MPEnopbKU 33 U3CredBaHe Ha CepyMHUTE HMBaA Ha onpefeneHyn TYMOPHU Mapkepw,
KaKTO U TAXHOTO 3HAYeHue 3a guarHocTukata v fie4eHMeTO Ha TeCTUKYNapHUTe U oBapuanHu
GCT. OrtbenssaHo ©0e, 4e HAKOMKO TYMOPHW Mapkepu Kato 6eTa 4YOBELUKUS XOPWOH-
roHagoTtponuH (BHCG); anda-detonpotenHa (aFP) n nakrat-gexugporeHasata (LDH) mnmat
3Ha4YMMa ponsd B OHKOJOrMYHOTO NnedeHne Ha GCT.

o Anda-cetonpotenHa (AFP) e nonoxuTeneH npn TyMOpu CbC CriegHaTa XUCTONornvHa
xapaktepuctmka: detanHu 4YepHOApPOOHM UNK eHaoaepManHU CUHYCHU TYMOPHW €NEeMEHTMH;
eMbpuroHaneH KapuuHoM; eHgogepmarneH CUHYCOB TYMOp; TepaToM.

. Beta- 4yoBewkus xopuoHroHagotponuH (b-HCG) e nonoxuteneH npu Tymopu C
XUCTOSIOrMYHa XapakTepUCTUKa Ha eMOPUOHaNeH KapuMHOM; XOpMOKapLMHOM 1 TepaToM.

o Nakrar- gexnpporeHasHuAaT (LDH) nusomep Ha LDH-1 ce nssaeaeda npu peguua Tymopu ¢
XWUCTOMOMMYHa XapakTepucTuka Ha eHgoaepmarneH CUHYCOB TyMOp.

TepaneBTMYHUAT  OTroBOp  (NTbYe- U XMMMOYYBCTBUTESTHOCTTA), MaruWrHeHocTTa,
pasnpocTpaHeHneTo u nporHo3ata Ha GCT ce onpenenaT NpPeauMHO OT TAXHATa KneTbuvHa
OvonormyHa xapaktepuctuka (T. €. Janum ce Kacae 3a epMUMHaATUBHO- WU
HerepMMHaTUBHOKITETbYHN TYyMOPW).

Mpu uHTpa- n ekctpakpaHmanHute GCT e Heobxoanmo npegonepaTUBHO M3cneaBaHe
Ha CepyMHOTO HMBO Ha TymopHute Mapkepu (BHCG u aFP), kakto u onpegensiHe Ha TAXHOTO
uepebpo-cnuHanHoO NIMKBOPHO HMBO NPW MO3bYHA U CMHANHa nokanuaauus . Npun Hanu4me Ha
NpoTMBOMOKa3aHWs 3a W3BbpLUBAHE Ha Ouoncus, Te3nm Mapkepu nogrnomarat M HacoudBaT
anarHosaTa KbM onpeferieH XMCcTonormyeH TymopeH BapumaHnT. Mpu nHtpakpaHmanyimute GCT ce
Hanara JNWKBOPHA UWUTOMOMMS 3a onpedensHe Ha €BEeHTyanHOTO HanMyne Ha ManurHeHu
TYMOPHM KneTkn. N3BecTeH e BUCOKUSAT PUCK OT NIMKBOPHO MeTacTasvpaHe Mpu MO3bYHUTE
repMUHATMBHOKIETHYHN TYMOPW.

Tabn.5 npeacraBs CcepyMHUTE HMBA Ha TYMOPHUTE MapKepu Mpu pasnuyHuTe
NaTOXMCTOMNOrMYHN BapUaHT Ha repPMUHATUBHOKIETBbYHUTE TYMOPW.

Mpwn 3pan Tepatom — BHCG e otpuuateneH; aFP Moxe aa e neko 3aBuULLIEH (NPWU HanNu4ne Ha

MHTECTUHAIHN XXINe3Hn KOMI'IOHeHTVI).
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Mpu repmuHom- oFP e otpuuateneH; BHCG B nukBOopa € Bb3MOXHO Aa MMa CTOMHOCTWU noj
100 mlU/ml (cpegHoO NOBMLIEHO HMBO), KOETO FOBOPW 3@ HanMune Ha CUHUUTUOTPOdOBNacTHM
enemeHTn. N'epmmHomunTte ¢ nosuweH BHCG umaT no-nowa nNporHosa B CpaBHEHUE C YNCTUTE
repMUHOMMN.

XopuokapuuHom- BHCG e nonoxuteneH (++); aFP e oTpuuaTeneH.

EnpopepmaneH cuHycoB Tymop- BHCG e otpuuarteneH; aFP e nonoxuteneH (++).

CmMeceH repMuMHaTUBHOKNETHLYEH Tymop- BHCG e nonoxuteneH (++); aFP e nonoxutenex
(++). MNpn engogepmaneH CMHYCOB TYMOpP, KOMOMHMpPaH C XOpMOKapuuMHOM- W gBaTa Mapkepa
ca MonoXuTenHu.

Em6puoHaneH kapuuHom- BHCG e nonoxuteneH (++); aFP e nonoxuteneH (++).
OB6uKHOBEHO Ca MOMOXUTENHN U ABaTa Mapkepa, Ho no-vyecto HCG.

Ta6n.5 CepyMHM HMBA Ha TYMOPHUTE MapKepu Npu pasnuyHuTe
repMMHaATUBHOKIIETbYHU TYMOPHU

Xucrtonorus Ha aFP BHCG
repMMHaTUBHOKIETLYHUSA
Tymop

gornycka ce cnabo

3pan TepaTtom
noBuLIaBaHe

oTpuuaTeneH

OTpuuareneH nnm
ce gornycka cpegHo
oTpuuaTeneH NMOBULLEHO JIMKBOPHO
H¥Bo (nog 100 mlU/ml)
OTpuuareneH unm
oTpuuaTteneH ce gonycka cpegHo
MOBULLEHO CEPYMHO HMBO
(mog 100 miU/ml)
OTpuuarteneH nnu ce
Jonycka cpefHo

WHTpakpaHnaneH repMmHOM

CeMUHOM Ha TecTuca

OBapuaneH gncrepMmHoOM oTpuuaTteneH
MOBULLEHO CEPYMHO HMBO
(nog 100 miU/ml)
EHpoaepmaneH cuHycoB TymMop nonoxurterneH (++) oTpuuaTeneH
EmbpurioHaneH kapumHom
P pu nonoxurterneH (++) nonoxurteneH (++)
CwmeceH
repMMHaTMBHOKMNETBYEH
P * nonoxuTeneH (++) nonoxuTenex (++)
TYMOp
XopuokapLmMHOM oTpuuaTteneH nonoxurteneH (++)
EHOonoepmaneH crHycoB TyMop
+ XopuokapumHomM nonoxurterneH (++) nonoxurteneH (++)
oTpuuaTeneH unm
Hespenute Tepatomu NEeKo NOBULLIEHO CePYMHO OTtpuuaTteneH
HMBO
. npu cmeceH GCT- *rnonoxuvtenHun eavH wunu aBata Mapkepa, Bb3MOXHO € Ja ca

oTpuuaTenHu 1 Asata Mapkepa. Pe3yntaTbT e pasnuMyeH M € B 3aBUCUMOCT OT HanuyHaTa
KOMBMHaUMSA Ha pasnuyHaTa XMCTONOrnsa Ha OTAENHUTE TYMOPHU eNeMeHTH.

o NpM CEMMHOM M AUCTEPMMUHOM - MPU HanuumMe Ha CUHUUTUMOTPOOBNacTHU eneMeHTn e
Bb3MOXHO feko nosuwasaHe Ha HCG (nog 100 mlU/ml). MNMosuweHoTo HMBO Ha AFP 1 Ha HCG
(Hag 100 un/ml?t) e Gener 3a HanM4Me Ha HETEPMUHOMHW KIETbYHU TYMOPHMW ENTEMEHTMU.
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. Mpn oBapuanHute GCT e Bb3MOXHO nosuiasaHe Ha LDH n CA125, Bbnpekn Ye He ca
TONKoBa cneundunyHun, kakto AFP.

o [lpunoxeHue Ha UXX B gnarHocTukata Ha NPUMUTUBHUTE
repMUHaATUBHOKIIETHYHU TYMOPU

UXX meTOon € He3aMeHMM nNpu  OnpedensiHeTo Ha  XUCTOreHesaTa  Ha
HegMdepeHUuMpaHMTe TYMOPU CbC CXOAHA XWUCTONOrMYHA XapaKTepuCcTuKa, HO C pasfnyeH
nponsxoa. To3n MeToa e U3knuMTenHo Heobxoamm 3a [ Ha peavua Tymopm KaTo:

o [dpebHoknneTbyHUTE CONUOHN eMBpUOoHanHN TyMOpW B AeTcKaTta M lHOoLecKa Bb3pacT-
capkom Ha Ewing/ nepudpepHn PNET, mosbyHu PNET /megynobnactom/, HeBpobnacTom,
eMbpuoHaneH pabaommocapkom

o [OpebHOKNeTbYHNTE  CONMMAHM  XMCTONMOMMYHO  HeaudpepeHumpaHn TyMOpu  KaTo:
HeaudepeHuupaHmaT  gpebHokneTbYyeH OpoHXuaneH KapuuvHOM, HEeBPOEHOOKPUHHUTE
KapumMHoMU, NMMd oMU, ApeBHOKNeTbYHMTE MenaHomun, MepkenoBus KapuMHOM

o MneoMopdHN 1 BPETEHOBUOHOKNETbYHU aHannacTU4yHMU capkomu- pabaommocapKkomu,
OCTE0CapKOMW, MasrIMrHEHN MenaHoOMM, NMNOCapKOMM, 311I0Ka4YeCTBEHN TyMOpW OT 06BMBKMUTE Ha
nepudepHnTE HEPBU

MXX pnaBa Bb3MOXHOCT 3a onpefensHe Ha TOYHUTE KOMNOHEHTU Ha CMeCEHUTE TYMOPM KaTo
KOMOWHMPaAHUTE TrepMUHATUBHOKNETBbYHM TYMOPUM U  KapuMHOCApKOMUTE, KakTo U 3a
neduHupaHe Ha TymopHata audepeHumnauma (HeBpobnacTtHata AudepeHumnaums npwu
mMegynobnactom). XX xapaktepusmpa pacTexHuss 1 MUTOTUYEH MOTEHUMan Ha TYMOpHUTE
KNeTkn Yypes AokasBaHe Ha ekcnpecusaTa Ha MIB-1 nnu Ha Ki 67 B TymopHUTe agpa.

Tabn. 6 MMYHOXVICTOXVIMI/IH Ha repMMHaAaTUBHOKIIETb4YHUTE TYMOpPU

CemuHom/ Cnepmartoumnte | EM6puoHaneH | EHgoaepmaneH Xopwmo-
AucrepMnHoOM H KapLuHOM CUHYyCOB TymMop KapLuuHOM
CEMUHOM

PLAP ++ +/- + + +/-
c-kit ++ +- +/- +/- -
AE1/AE3 +/- - ++ ++ ++
Ck7 +/- - ++ - ++
CD 30 - - ++ +/- -
OCT 3/ 4 ++ - ++ - -
AFP - - + ++ -
HCG - - - - ++
hLP - - - - ++
EMA - - - - -
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Ta6n.7 CepyMHU Mapkepu Npu repMUHATUBHOKIIETHLYHUTE TYMOpPU

CemuHom/ Em6puoHaneH | EHoopepmaneH Xopwmo- TepaTtom
ANCTepPMUHOM KapuMHOM CUHYCOB TYMOp KapuMHOM
AFP ng/ ml - I+ + ++/ Hapg 1000 - +
HCG ml/U ml +/ nog 500 + - t -
NSE n /ml + + - - +
LDH + - - - -
AP ++ - - - -
CEA - - + + T

O6obLeHue:

Bcska cycnekums 3a  repMUHaATUBHOKMNETbYEH TyMOp Hanara npegonepaTtnBHO
n3scrnegBaHe Ha CEpPyMHUTE HMBA Ha ropecrnoMeHatuTe TYMOPHW Mapkepu M noppobHa
NaTOXMCTONOMMYHa TYMOPHA XapakTepucTuka, nogkpeneHa 4ypes cbotBeTHUS VXX naHen. lMNpu
cnefonepaTuBHa NaTOXMCTONOMMYHA Bepuukaums, nscnefBaHeTo Ha HMBATa Ha TYMOPHUTE
MapKepu Ce Hanara Bb3MOXHO Han-0bp30. [MONOXMTENHOTO HMBO HA TYMOPHUTE MapKepwu
n3nMckBa TAXHOTO npocnegsisaHe npean Bcekn MNMXT uukbn. Llenta e ToyHaTa oueHKa Ha
TyMOpHUSA oTroBop OT npoBegeHata [XT w/wnu JUJ1, kakTo M OokasBaHe Ha peungue npu
NOBULLIEHM CNELNPUYHMN MapKePU 3@ CbOTBETHUSA repMUHATMBHOKNETBYEH TYMOpP.

Il. UTpakpaHunanHM emMOGpMOHANHN repMUHATUBHOKINETbLYHU TYMOPU
npu geua 1 nogpacTealum

1. Mo3b4YHM repMUHOMHU U HEFEPMUHOMHU TYMOPMU

Hal-yecto cpeljaHaTa XMCTOMOMMS Ha MO3bYHUTE TEPMUHATMBHOKMIETBYHU TYMOpU €
65% repmuHomun, 18% Ttepatomu, 5% emOpuoHanHn kapumHomu, 7% eHgooepmManHu CUHYCHU
Tymopu m 5%  XxopuokapuMHOMMW. MuHeanHnte  Tymopw, npousxoxgawm  oT
PYHKLUMOHANMHOAKTUBHUTE MNaPEHXUMHWN NUHEarnHu KneTkn, ce guarHocTuumpaTt npeamMHO Kato
nobpoKkavyecTBEHM MUHEOLMTOMWU UNKN 3nokKadecTBeHn nnHeobnactomu. Hag 50% o1 14ax ca
ManurHeHn nuHeobnactomun, 3% nuHeoumtTomMmn n 20% - cmeceHn. 'epMUHATUBHOKIETBYHUTE
TYMOpY B NUHeanHaTta xnesa ca 1Bbpae peaku (0,4%-1% OT BCUYKM MO3bYHU HEOMMasuu).
Bb3MOXHM ca M TymMOpM C Mpousxon OT rNuanHUTe nuHeanHu KNeTKu- rMUOMKU C pasnuyHa
cTeneH Ha andepeHumnauus.

MpencraBaMe KNUHUYEH Criyvan Ha YUCT NUHearneH repmoHom npu 17 rog. momye (dur.5
n ®dur.6). Cnen 6uoncmyHa natoxmctonornyHa sepmudmkaumsa 6e nposegeHo geduHuTUBHO J1J1:
Ha nbpeu etan ¢ KMO — Ty pbopmaumsaTa ( nMHeanHaTta xnesa ¢ MO3bYHUTE BEHTPUKYNN) npes
Tpu noneta ( egHO NpefHo YernHOo 1 ABe cTpaHuyHu ¢ knuH) ¢ 404 1-1,5-1,8 Gy go OO[ 45 Gy.
Ha BTopu etan 6e npoBeaeH clopao3ax ¢ 2 cM 30Ha B 3apaBo Ao OO[cym-54 Gy.
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—
®ur. 7 KT MocturHat JITK cneg JUT go OOO-54Gy u 6 kypca IMNMXT .

Ha 3-tata rogumHa crneg komnnekcHoto nedvenune (JU1 n 6 kypca MXT) ce ycraHoBuM
nokaneH mosbyeH peuuauB. Crieq KOHCYNT C HEBPOXUPYPr € OTKasaHa onepauus, B
nocneacTtene —MOMYETO ek3uTupa. To3n KNUHUYEH cnyyanm faje ctapTt Ha pa3paboTBaHeTo Ha
HacToALMA TPyA.

MNpeLeHKaTa Ha KOMNIEKCHOTO NleYeHne Npu MO3bYHUTE FEPMUHOMU BKIOYBA CnegHUTe
3Hauumn daktopu: 1/ MaToxmcronornyHa Bepudmrkauma Ha TouHaTa AnarHo3a- repMMHOM UIu
HerepMnHOM. 2/ Ek3aKTHa npeueHka Ha TYMOPHOTO pa3npOoCTpaHeHne N MHAMBUAYanHUS PUCK
OT NEeNTOMEHWHreanHo W NMKBOPHO MeTacTa3upaHe. Ta3u npeueHka onpegens KMHUYHWUS
muweHeH obem (KMO) Ha nepkytaHHoTo J1J1. 3/ BucCOKMAT pucK OT nenTOMEHWHrearHo
MeTacTasupaHe onpegens HeobxogumocTTa OT uUenomo3bvHo JIJ1 cbC CBpbXxAo3npaHe B
Tymopa go OO[- 50-55 Gy. 4/ lpu BCekM KIMHUYEH Cryvyan ce Hanara WHAvBMAyanHa
npeueHKa Ha pucka OT KpaHMOCMNMHANHO NMKBOPHO MmeTacTtasupaHe. KCJIJT ce npegnara npwu
ronemu no o6em TymMopu C BUCOK PUCK OT NUKBOPHW MeTacTasu, Npu AaHHU 3a cybeneHaMMHa
TYMOPHa WHUATPauUW, Npyu MONOXWUTENHa Ha TYMOPHMW KNETKU NUKBOPHA UMTOMOrMa w/vnum
cybapaxHomganHo MetacTtasupaHe- M1. 5/ OnTumanHoOTO JfedeHne 3a MNOCTUraHe Ha
avnroroavwed JITK v Bucoka 5 roguwiHa nNpexumBsieMOCT € KOMOMHMPaHOTO- BKMKOYBALLO
XucrtornoruyHa sepudpukaums, MNXT v JJ1.
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2. MO3b4YHM NPUMUTUBHU HeBpoeKkToaepmanHu Tymopu/ PNET

KoHuenuusata 3a PNET npe3 nocnegHute geceT roguHu e TBbpae npotmBopeudmsBa. B
HacToswaTta npomsHa Ha WHO «knacudukaumsa, Tesm HeonnasMm ce onpenendar Kato
eMOpUOHaNHU TYMOpPU, CbCTaBeHU OT HeaudepeHuMpaHn unM nowo gudepeHumpaHu
(aHannacTuU4HM) HEBPOENUTENHU KINETKN C TeHOAEHUMS U Bb3MOXHOCT 3a AudepeHumnaumns Kem
peaunua KneTbYHU NIMHUK- acToLMTHA, eneHanMHaA, MYCKyHa unn MenaHoTUYHa.

MosbuHute PNET ca peaku Tymopw, AvarHoctuumpaHn npegumHo npu  geua <10 rog.
Bb3pacT, 25% OT KOUTO Npu HEBPBLCTHWM deua <2 rod. Bb3pacTt. Tasm natonorud ce cpella
PSAKO NPW Bb3pacTHU NaUMEHTU C U3KIKOYUTENHO HebnaronpuaTHa NporHosa.

UHTpakpaHunanHuaT PNET BKJlOUYBa peTunHoGNacTom, NbpBUYEH MO3bYeH
HeBpoGnacTom, ecTe3noHeBpobnacTom, MeaynobnacTom, eneHaumob6GnacTom,
nuHeobnacTom, mMeayrnoenuTesIMOM WM nonapeH crnoHrnodbnactom. [ludepeHumnanHata
anarHosa wM/y Te3M TymMOopu € Bb3MOXHA 4pe3 enekTpoHHa Mukpockonua un  UXX.
WHTpakpaHnanHute PNET ce pasgensaT Ha cynpa- U uHdpaTeHTopuaneHu (dur.8).

EkeTpakpaHHanHH
nepHipepHH
NPHMHTHEHOEKTOAEP MANHH
TYMOpH
WHTpakpaHHanHH NPHMHTHBHO- T
EKTOAEPMANHH TYMOPH

eKETPAroHaAHH
* cynpateHTopHanHy PNET PNET
* uHchpaTeHTopHaned PNET-

- Capkom Ha Ewing | Tymopu ot
-Tymop Ha Askin | thamunuaTa Ha
MeaynobnacTom -Mepudrepen PNET Ewing Sa

PNET - npHMHTHBHH
HEBPOEKTOAE PMANHH TYMOPH - Mepenven uuTpacnHHaned PNET
- PeTponeputoHeaned PNET

*BapuaHTt - MoHoaepmaneH TepaTom
(KapunHOHA, NPHMHTHEHO

HeBpoekToAenManed Tymep (PNET), | roHagHu PNET

Pur.8 EKCTpakpaHManHu u nHTpakpaHunanHm PNET.

Otumuta ce nogobHa NaToOXUCTONOINMYHA XapaKTepucTuka Ha cynpateHtopuanHinsa PNET n
mMegynobnactoma, nokanuavpaH MpeaMMHO  WMHpaTeHTopuMariHo B Marnkus  MO3bK.
MaToxuctonormyHo nogobHu Ha Mo3buHMA PNET ca peguua ApyrM MO3bYHM Tymopw -
eneHgnmobnacTom, MeaynoenuTenvoM, MonapeH CnoHrmobnactoMm M MbpBUYEH CNUHANeH
PNET. Cnopeg WHO knacudukauuaTa Ha TymopuTe Ha HepBHata cuctema ot 2000r.,
NPUMUTUBHUTE HEBPOEKTOAEpPMaliHA MO3bYHM TYMOPW Ce BKIOYBAT KbM HEBpPOenuTenHute
TYMOpM KaTo noAasuna Ha embpuoHanHMTe MO3byHKN Tymopwu (Tabn.8).
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Ta6n.8 HeBpoenutenHn Mo3b4HM TyMmopu cnopeg WHO knacudmkaumusaTa Ha Tymopure
Ha HepBHaTa cucrtema ot 2000r.

o HeBpobnactHu: ondakrtopeH HeBpobnacTtom (ecteanoHeBpobnacTom), ondgakTopeH
HeBpoOeNUTENMOM, HeBpobriacTom Ha HagobLOpeunTe U cuMnaTUKoBaTa HEPBHA CUCTEMA.

o lMuHeanHoOnapeHXMMHU TymMopu: NMMHEOLUTOM, nMHeobnacTom,
nMHeanHoNapeHXMMHN TYMOpU C MeXAMHHa andepeHunauns

o EMOpuoHanHu Tymopu: Megynoenutenuom, eneHgumotnactomMm, megynobnacrtom,
Meayrnommnobrniactom, MenaHoumteH Meayrnobnactom, cynpateHTtopuaneH PNET c
BapuaHTn (HeBpobGracTom, raHrmMoHeBPOGNacToM, aTunuMyeH TepaTtouaHo/pabaonaeH
Tymop)

MaTtoxuctonormyHo mosbuHuTe PNET ce knacucuumpar no WHO knacudmkauma ot
2007r. (Louis, Ohgaki et al/l2007) (®wur.9). Ts dopmupa TpU OCHOBHM MNOArpynu
eMOpuoHanHu Heonnasmu- mMegynobnacTtom, LeHTpanHo-MO3b4yeH NPUMUTUBEH
HeBpoekTogepmarneH Tymop (PNET) u atunnyeH TepatomgHo-pabaonaeH Tymop.

Medulloblastoma ENHTENHH NPHMHTHEHH KNETEH Ha
eMGPHOHANHATA HEPEHA TP DA

* Desmoplastic/nodular
medulloblastoma

* Medulloblastoma with extensive
nodulanty

* Anaplastic medulloblastoma

meaynobnacTH
nmeaynoGnacTo

ENEHAHMOMN

* Large cell medulloblastoma

CNS primitive neuroectodermal tumour W:H
(PNET) EBPODNACTH

* CNS Neuroblastoma cnoHrHoGnacTH ]

* CNS Ganghoneuroblastoma HEB[OHH HEEDOGNACTON

* Medulloepithelioma P |

* Ependvmoblastoma ACTRAUHTH | ONHUTCAEHAPOUHTH [ yeppoyuTom ¢ BHCOK
Atypical teratoid / rhabdoid tumour I nponuchepaTHBRH HHABKS

ACTPOLHTON |unHruAEI|ApurnHDll | HEB [ OLHTOM
A B.

dur.9 Al WHO knacudukauus ot 2007r. Ha eMOpUOHANHUTE MO3bYHU HEOMNIIa3Mun
B/ NatoreHe3a Ha eMOprOHaNHNTE MO3bYHUTE TYMOPW

2.1 MbpBUYeH cynpaTteHTopuaneH mo3b4yeH PNET

KomniotbpHa Ttomorpadusa (KT)- Otumta ronama (Hag 5 cm), [obpe oTrpaHuyeHa
conuaHa XeTeporeHHa, XxunepaeHcHa dopmauus, BKIYBALLA KMCTUYHU KYXMHM, OrHMLLA Ha
HEeKpo3a WunM Xemoparusi, YecTo C HanuuMe Ha Kanumdukatu. 3HaAYUTEeNHOTO TYMOPHO
HaTpynBaHe Ha KoHTpacTHata martepus npy KT n MAP ce gbmku Ha Gorata TymopHa
BacKynapusauus.
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MPT- [obpe oTrpaHnyeHa xeTeporeHHa dopmaunsa, nobynupaHa;, C Hanuuve Ha
BbTPETYMOPHU KUCTW, Kanuudukatu, Hekposa +/- xemoparms (Pur.10) . B 3aBucumocTt ot
ronemMuHaTta Ha TymopHaTa copmMaumsa ce Habnogasa nepndgepeH OKONOTYMOPEH eaemMm.

UmyHoxuctoxumma- CynpateHtopuanHuatr PNET e cnabo no3utmBeH Ha peguua
mapkepu: HespodunameHTn/CuHantoduanH (+); PS 100 (+); BumeHtnH (+/-); GFAP (+/-);
C056 (+). OtpuuatenHu kbm LintokepatuH n EMA. Mpu ronama 4act ot PNET HeBporeHHaTa
andepeHumnauma Ha TYMOPHUTE KNEeTKM Cce M3sBsiBa 4pe3 noBuweHa ekcripecus Ha NSE,
CwuHanTtodumamH n PS 100. Mpu Hakon oT cnyvauTe, nogobHa HeBporeHHa audepeHumaumns He
ce otuuTta. [pn AOMWHMpaHE Ha rAManHata KneTbyHa AudepeHumauus ce Hanara OO c
aHannacTuyeH rinnmom.

N S

®ur.10 MPT Ha nbpBUYEH U MHOXeECTBeH cynpaTteHTopuaneH PNET.
2.2 ATununyeH TepatopabpounaeH Mo3bueH Tymop (AT/RT)

AT/RT e koMbuHaums OT HEBPOENUTENHN, NEPUAEPHOENUTENHN N MEIEHXUMHUN KNETBYHN
eneMeHTn, NpuvynHa 3a 3aTpygHeHata xuctonormdHa [ ot megynobnactom w/unu PNET.
XapakTtepHa Haxodka ca AMdY3HUTE roneMu enuTenouaHn KNneTku C nanunapHo paspacTBaHe,
HanogobsiBaLLm xxnesumcTta cTpykTypa. OTKpMBaT ce rHesga oT NPUMMUTMBHOHEBPOEKTO4EPMASTHN
TYMOPHM KITETKW, MOHSAKOra MpuApPYXeHU OT Me3EeHXMMHU U enuTenHu knetku. PabgounaHute
KNeTkn umaT nepudepHO pasnoriokeHn sapa n eo3nHopunHa umtonnasma. TymopsT € 6oraT
Ha KMCTU 1 HeKpoa3a.

KT n MAP obpa3 — Hegob6pe oTrpaHnyeHa TyMOpHa Maca ¢ HEXOMOMEHHO BKITHOYBaHE Ha
KOHTpacTHaTa MaTepusa- no-cunHo B nepudbepusta. [lNMopagn nogobeH o06pas, 4ecTo
npegonepaTtusHata gnarHosa ot KT n MPT e megynobnactom w/unm PNET (®wur.11) .
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MMYyHOXUCTOXUMUYHUA aHanu3 [oKasBa TyMOp, MONOXUTENEH UnuM oTpuuaTteneH Ha
GFAP (rmnaneH dunbpunepeH KMCENUHEH MPOTEWH), €OUHUYHU KINETKU MOMOXUTENHM KbM S-
100, kneTb4HaTa yuTOnNnasmMa - nonoxuTtenHa Ha EMA (enuteneH membpaHeH aHTureH), SMA
(rmagko-myckyneH aktuH), CK (umtokepatuH) u BumeHTUH. AT/RT ca oTpuuatenHu Ha
cnHanTtomsnH, HeBpoHcneundunyHa eHonasa, LCA (o6l neBKOUUTEH aHTUrEH) U OECMUH.
Mpe3 nocnegHUTe rogMHN C pasBUMTUETO Ha MOMeKynapHaTa reHeTuka 6e OTKpuT cneunduyeH
TymopeH Mapkep 3a AT/RT, gokassaly, HamaneHo konnyectso Ha SMARCB1 npoTeuH.

®ur.11 MPT cnea kpaHuotomusi ¢ Guoncusa- VMHTpaakcmnapeH TyMop BOASICHO TEMMOpPariHo C
n3paseH Mac eekT, Ba3oreHeH eeM, XeTePOMHAEHCHa CTPYKTYpa C HanuMyne Ha HEKPOTUYHU U
XEeMOparnyHM 30HW, 30HM C pecTpukTMpaHa paudysus. [pOMUHUPAHE B MEKUTE TbKaHU
TemnopanHo BAAcHO. buoncusTta gokassa atunuyeH TepatopabaonaeH mosbyeH Tymop. Kacae
€ ce 3a MmoMuye Ha 5 1. Bb3pacTt (23.01-2012r- g-p P. Neoprues)

o 11 m/y ecTe3amoHeBpobnacTtom n Mo3byeH PNET

KnnHnyen cnydam npu gete Ha 5 r. OT gBa meceua c onnakesaHuda OT rnasobonue,
npugpyxeHo ot nospbiaHe. OT 20.09.2012 r. ce nosiBsiBa HapyLLUEHO 3pPEHUEe Ha NABOTO OKO.
Cnep KT Ha rmaBa npeueHeHo, Ye ce Kacae 3a MO3bYeH rnuaneH Tymop B fsiBa )poHTarnHa
obnact (®wur.12). Cnep knuHMYHa KoHdepeHumsa ce npuema B OTaeneHne no HEBPOXMPYpPrus
MBAJ1” CB. MapuHa” 3a onepauusa. Ha 26.09.2012r e wu3BbplieHa poHTOTEMMNOparnHa
KpaHMOTOMUS C YacTMYHA eKCcTupanuusa Ha mosbyHata Ty hopmauus ( Pur.13) .

MHTpaonepaTMBHO- MnonagHa ce Ha TymMoOpHa ¢opmauusi cbC cuBkaBobenesHukaB LBAT, C
HesiCeH MnaH OT OKOMTHUSI MapeHXMM, CUITHO KbpBsiLLa.

XucTt. pesyntar: Kbcyeta MO3byHa TbKaH C OOLIMPHM 30HM HA HEKpo3a, AMAY3HO TYMOPHO
paspacTHanm cpaBHUTENTHO MOHOMOPMHM aTUMNYHK KNETKM C OBariHM XMNEPXPOMHU siapa cpes
MO3bYHUA  napeHxuMm, dopmupawm Homer-Wrigh” poseTkm u©  nceBOopoO3eTKU  C
MUKpOBacKyrnapHa cbAoBa nponudepauus, nepugokanHo 4acT OT 3anas3eHa MO3byHa ThbKaH.
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UXX- TymopHUTE KneTkn ekcnpecupaT: GFAP (+); XpomorpaHuH — oTtp.; CnHantoumsmH- oTp.;
Ki67<10%.  3akn. MopcdonormyHa KapTuHa  Ha  cynpaTeHTopuarneH PNET
(HeBpOGRacTomM/eneHAMMOONACTOM).

®ur.13 CneponepatuBeH KT Ha MO3b4yeH Tymop npu geTe Ha 6r.

Ecte3noHeBpobnacTtom- ToBa € psabk NPUMUTUBEH HEBPOEKTOAEPMarneH Tymop, no-
4YecTo AuarHocTuuMpaH B AeTckaTa Bb3pacT M USKMHYMTENHO PSAKO NpU Bb3pacTHu Hag 60 r.
Onpepens ce kato nepudepeH PNET.

Makpockoncku: [NonunongHun macu, o6xBallaLlm ropHaTa 4acT Ha HasanHaTa KyxuHa.

MaToXMCTONOrMYHO Ce CbCTOM OT MarkWu, KpbIfM KMeTKM, KOMTO ca OpraHusvpaHu B
HEBPOHHN po3eTkn”. OTuMTa ce TymMopHa NoBynnpaHoCT, pe3ynTtaT OT CbeAMHUTENHO-TbKaHHK
n cbaosu centn. EQHM oT NnobynuTte ca BMCOKoUenynapHu, a Apyrn nsrpageHun oT pasnpbcHaTa
HeBponbpunepHa cTpoma .

30



UMyHOXucToxmmma: XapakrtepHa e nonoxutenHarta peakumsi Ha kneTbyHaTa LUTonnasmMa KbMm
CunantodusnH, HespoHcneundunyHa eHonasa, CO56 ( 3a oTyuTaHe Ha HeBpanHa KneTbyHa
andepeHuymnaums), S-100 npoteuH B knetkute u AE1/AE3 B knetbyHata umtonnasma. C
nogobHa UXX (6e3 uuTokepatuHa) ce xapaktepuaupa cynpateHTopuanHmsat PNET. [pwu
KneTbyHa MeTannasusi ce otdmta nosuweHa ekcripecns kbM AE1/AE3 (6e3 uutonnasmara) Ha
OTAENHN TyMOpHM KneTkn. OndakTopHNAT HeBpobnacTom ce xapaktepusupa ¢ oTpuuartenHa
peakuunsa kbm GFAP, NF (HeBpodunameHT), XpomorpaHuH n BumeHTuH. [Npu naparaHrnmomute
ekcrnpecmsaTa Ha XpomorpaHuH e nosuweHa. [[1- menaHom, nuUMEGOM M CUMHOHa3asHU
HeandepeHunpaHn kapuuHomn. Mima cbobLieHnsa 3a XpOMO30OMHM NPOMEHM, KOUTO nognomaraT
AnarHoctvkata Ha ecTe3anoHeBpobNacTOMHUTE TYMOPHU KNETKW.

B ropeunsnoxeHus knuHudeH cnyyan pesyntatbT oT UXX (6e3 ga e npunoxeH Heobxoammus
MbJIeH NaHer) ce oka3sa NPOTUBOMOSNOXEH Ha ecTe3noHeBpobrnacToma.

UXX npu Mo3byeH PNET otuuta +/- peakumsa kbM BumeHTtnH, S-100 (+) n GFAP (+). Ypes
camocTtositenHata GFAP nonoxutenHa peakuus ( Mapkep Hacoudall 3a rnuanHus 1 LWBaHOMEH
XapaKTep Ha KNeTKUTe) He Moxe da ce TBbpau, ve ce kacae 3a PNET. Mpn mo3byeH unu
nepudepeH atunuyeH pabgovaHoTepaToMaeH TYMOP € Bb3MOXHA MOMOXUTENHa KreTbyHa
ekcnpecnss Ha GFAP, kakTO M HannuMeTo Ha BbTPETYMOPHU Kanuudwukatn. B npeasug 5
roguMiHaTa Bb3pacT Ha [JeTeTo € Bb3MOXHO [Ja Ce Kacae 3a Meayrnoenutenmom c
andepeHumaumna KbM rmuanHn n weaHoMHKM knetku. Ha KT ce yctaHoBdaABaT TUNWYHUTE 3a
MeayrnoenuTenmoma kanuugukaTi.

° Mo3b4eH eneHAMMOM Mpy Bb3pacTeH nauneHTt (dur.14). Brnpekun npoegeHoto KCIJ1,
nocnegsaHo ot 17 kypca XT ¢ Temogan, Ha 2-paTa rogmHa ce n3siBsiBa fokarneH peuname. 3a
nocturaHe Ha avnroroguweH J1ITK npu Bb3pacTHM nauneHTu ce mauckBa arpecmBHa [1XT,
nocrneapaHa OT aBTOMOXHa TpaHcnnaHTauus Ha cTBonoBu  kneTkn. [MogobHo Ha
Meayrnobnactoma npu Bb3pacTHW, MarUrHEHUAT eneHaAMMOM Npu naumeHTu Hag 35 rog. e ¢
arpecmBeH Xo[, YECTU KbCHMU JIOKanHW peumMauBym v BrioLLEHA NMPOrHo3sa.

e a » '— "
dur.14 Al NpeponepatuBeH MPT Ha manurHeH eneHanmom; B/ MbnHa pemucusa Ha
20.12.2003; B/ NMocturHat NTK Ha 12.12.2004r

. MbpBuyeH mo3byeH HeBpobnacTtom (MMH)-Kacae ce 3a NMH npu 17 rog. mom4ye ¢
HeobpemMeHeHa OHKOOrM4YHO hamunHa aHamHesa.

XucronornyHa gmarHosa: ManurHen XxunepuenynapeH Onactom, aTUNUYHK KNETKN C
KPpbrmo 4A4po, Malrka HykKneona, cBetna wu eO3I/IHOCb|/IJ'IHa untonnasma, q)opMleaHe Ha
nanunonogobHn 1 conuaHu CTPYKTYpU C UeHTpalHoO oTnaraHe Ha KarnuueBu COnun. n'prVI‘-IeH
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Mo3byeH HeBpobnacTom — IV cT. no C30; UXX- TymopHute knetkn ca 100% nonoxuTenHn Ha
NSE, cuHantodpuauH, S100 npoteunH, P53, CL 57; 80% nonoxutenHn Ha BumeHTuH ; 30%
nonoxutenin Ha EMA; cpepn TymopHuTe KkneTkM ce Habniogasa OOMMHO KONMYECTBO
HeBponbpunu.

dur.15 A/ NMpeponepatueed MPT B/ CneponepatuBseH MPT Ha nbpBuyeH MO3bYeH
HeBpobnactom; B/ MocturHar JITK cnea komnnekcHo nederne /onepauns, KCI1J1 cbe
clopfo3ax B TYMOPHOTO noxe o 56Gy u 6 kypca INXT no cxema BEP

®ur.17 Nocturnat JITK cneg gonwneawo J1/1 ¢ owe 34Gy.

Cnea 2 rop. ce mM3siBABa NoKaneH peuuauB, BbNPeKkM NPOBEAEHOTO KOMMMEKCHO
neveHue (cybtotanHa onepauud, KCIJ1 cbe ctopgosax go 56Gy n 6 kypca NXT no cxema BEP
(®Pwur.16). Cneg ponbneawuo J1J1 ¢ owe 34Gy ce noctura JITK (Pur.17).
3a ontumuaupaHe Ha ne4vyebHUTE pe3ynTtatv ce Hanara arpecumBHa [MXT cneg nposegeHo
KCI1. TMbpBryHNAT HeBpobnacTom B nogpacTBalla Bb3pacT U3NCKBA MakCMMarHoO arpecuBHa
KOMMNIIEKCHa Tepanusa- MakcMmanHo pagukanHa onepauus, KCJIUT cbCc TymopeH ciopgosax
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60Gy, nocneaBaHo OT MHTEeH3MBHA [MXT M aBTOMNOXHA KOCTHOMO3bYHA TpaHCMnaHTaums Ha
CTBOJI0BM KINETKMW.

HeBpobnacteH megyno6nactom B 3psana Bb3pacT- Mbx Ha 35 r. ¢ onnakeaHusi OT
rmaBobonue, HapylweH npaBonuc, cnabocT Ha gsicHata pbka, nepuogmyHa oOBbPKAHOCT W
cBeToBbpTEX. V3BbpleHa okuunutanHa KpaHMOTOMUS C napuuarnHa TyMOpHa ekcTupnauus.
Cneg 20 pgHM oOT onepauusita, nopagu xugpouedanuss ce Hanara nocTaBsHe Ha
nukBopooTopemeHsaBaw, WbHT. lMaumeHta e HacodeH kbM YMBAJICM” TMuporos” K-ka no
HEBpPOXMPYrMa 3a peonepauus C Uen MNoCTUraHe Ha MakCMMarnHO Bb3MOXHa TyMOPHa
ekctmpnaums. Xuct. pesyntaTt. Megynobnactom- HegudepeHumupaH OpebHOKNeTbYEH
HeBpobnacTteH; XX: LCA— HeratneHa peakuusi; NSE — nonox.; S-100- HeratnBHa peakuusi.

®ur.19 KT- 20 gHm cnep cybTtoTanHa TyMOpHa ekcTupnauns

Cnen Ttpetata onepauus e npoeegeHo KCJU1 go OO 36Gy cbc cBpbxgo3vpaHe B
TymopHoTO noxe 0o OO[ cym. 56 Gy (®wur. 20). Cneg J1J1 ca nposegeHun 6 k. MXT.

®dur. 20 KT Ha mo3bka cneg 1,5 mec. oT npoBeaeHoTo KCJT cbe ctopao3saxk B TYMOPHOTO foXke
00[ 56 Gy
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dur.21 MPT cnep 6 unkbna MNXT- Mo3bYeH CBOS C HOpMarnHa xapakrepuctvka. MambK MO3bK-
peumaMB Ha TymopHaTa dopmauma B OdcCHa MankoMosbyHa xemucdepa c p-pyu 34/38/31
MM(HanpeyeH, NpeaHo-3afeH 1 KpaHuo-kayaaneH). MNepudokaneH egem n komnpecua Bly 4-tu
BEHTPUKYN. BeHTpuKynHa cuctema- neko gunartmpana.

®dur. 22 MPT cnep 6 umkbna MNXT . KomnpecuoHHa paktypa Ha Tanoto Ha THS5. MPT gaHHu
3a NIMKBOPHO MeTacTasupaHe.

Cneg wmHorokpatHu cybtotanHm onepaumm, KCIUJT n 6 k.IXT ce otuMta nokamnHo
peuvMavBMpaHe U JIMKBOPHO MeTacTasvpaHe. TO3W KIMHUYEH Crydyal Ha Bb3pacToB Tun
megynobnactom (HeBpoGnacteH ApebOHOKNeTbYeH BapuaHT) € npumep 3a WU3KIHYUTENHO
HebnaronpuaTHaTa nporHo3a npu Bb3pacToBMs TuN Meaynobrnactom cren CcTaHg4apTHO
KOMOMHMpPaHO neYyeHme.

o OGCBbXAaHe Ha KNUHUYHUTE cny4vyaun c MeAyHOGHaCTOM B 3pAna Bb3pacT

Mo3buHuTe PNET npn Bb3pacTHU NALMEHTU ca U3KITIOYUTENHO pedkn 3abonsaBaHus <

1% OT NbpBMYHUTE MO3bYHM Tymopwu. [NpeguMmHO ce cpewa cynpateHTopuaneH PNET u
nuHeobnactom/nuHeaneH PNET ¢  BMCOK puck OT  Lepebpo-CNMHANHO  JIMKBOPHO
meTtactasunpaHe. pu 35% OT nauneHTUTe ce OTKpMBaAT NUKBOPHM MeTacTasun ouwe npwu
AnarHoctMkata. 3a craguMpaHe Ha JNUMKBOPHOTO W NENTOMEHUHreasHoTO  TYMOPHO
pa3npocTpaHeHne ce u3nonaea knacudukaumsata Ha Chang- M1- mMeTacTaTM4HU JIMKBOPHU
KNeTkm OT JKWKBOpHaTta uutonorusi, ©6e3 paHHM OT npeponepatuBhHua MPT; M2-
nenToMeHUHreanHu metactasu ot npegonepatusHua MPT; M3- rpbbHa4yHOMO3bYHM MeTacTasmn
oT npegonepatnsHua MPT.
Mpu nepudpepunte PNET n apebHoKNeTbYHUTE HeamndepeHunpaHm TyMopu ce oTymMTa BUCOK
ManurHeH MNoTeHuMan 3a MO3b4YHM WU MeHuHreanHu metactasu. [1[1 ce Hanara ¢ NbpBUYHU
HegmdepeHUuMpaHm MO3bYHMN TYMOPU, BKITHOUUTESNHO C APEeOHOKNETHYHUS rMNMoBIacToM, KbaeTo
€ Bb3MOXHO [ia Ce HaMepAT KNeTKM ¢ HeBpoeKkToaepmanHa gugepeHumaums (Perry, Miller/ et al
2009).

CtaHAapTHOTO neYyeHMe Ha Mo3b4yeH PNET npu Bb3pacTHU- V3siBeHaTa nbuye- U
XMMWOYYBCTBUTENHOCT Hanara pyTMHHOTO cnegonepatneHo KCJ1J1 ¢ nocnegsawa agioBaHTHA
MXT. MNpn Bb3pacTHN e npueta ctanHgaptHa OO[L 3a kpaHuocnuHanHata oc 35-36 Gy cbeC
clopfosax B Tymopa o 55-60 Gy 6e3 pyTuHHO npunarade Ha MXT. 5 rog. npexxmBaemMocT npu
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aetckn megynobnactom goctura 80-85%, a npu Bb3pacTHu — 50-80%. N3BecTHa e pasnukaTta
M/y KbCHaTa nevebHa TOKCMYHOCT cref KOMOVMHMPaHo neyeHve Npu geuara v Bb3pacTHUTE.
Mpn Bb3paCTHU NUNCBAT NPOy4BaHNA OTHOCHO ne4vebHusa edekT ot MNXT cneg KCIT go OOL
35-36 Gy. CbLUOTO Ce OTHacda M 3a paHHaTa M KbCHa nedebHa TokcmyHocT cneg KCIT w
PACKER -lMXT. KauectBeHo nnaHupaHoto KCJUJT npn peuata e 3HauMm aktop 3a
avnrorogmwHarta npexvssaemocT(Carrie et al/1999). MyntuueHTpmyHn npoyysaHusa (CCG 921,
HIT-91 n PNET-3) otuutat HesagoBonutenHu nevebun pesyntatm - 30-40% 5 rog.
npexueaemocTt cneg MNXT npu metactatndeH Bb3pactoB PNET (Zeltzer et al/ 2005). Mpwu
naumeHTn Hag 34 roa. Bb3pact MunaHckaTa rpyna nybnukysa nogobpeHu neyebHu pesynrtatu
cnen akuenepupaHo xunepdpakuymoHnpado KCIJI. Mpu cpegHo HabnwopgeHve 82 mec. ce
otunta 72% 5 roa. 6e3peungueHa n 73% obLua npexmBaemMocT.

Meayno6nactombT B 3psina Bb3pacT ce cpewa MHoro psgko- B 10% OT BCUYKM
megynobnactomu. Cpewia ce no-4ecto Npu Mbxe Ha Bb3pacT Ao 35 r. [ogobHo Ha aeTckus
Megynobnactom, nporHosaTta u npexueBsemMocTTa Ha megynobnactoma B 3psina Bb3pacT ca
npsiko 3aBucMMK OT obema Ha onepauusaTa, obema Ha crnegonepaTMBHUSA TYMOPEH OCTaTbK-
>1,5cMm?, TymopHaTa MHUNTPauua Ha |V BEHTPUKYN M NATOXUCTONMOMMYHUA TYMOPEH BapuaHT
(ronamokneTbyHn nnn andysHn aHannactnyHn PNET). lNMopagu mankomosbyHata TyMopHa
nokanu3auus, MakcuManHoO pajukanHaTa ornepaums e TpyaHO ocbliecTBMMa. YactuyHata
TYMOpPHa eKkcTupnauusa ce nocnegBa OT Obp30 arpecvBHO TYMOPHO HapacTBaHe C U3sBeHa
oTnagHa cMMNTOMaTrKa 1 MOBULLEHO BbTPEYepernHo HangaraHe.

MpoGnemun npu Bb3pacTHU NaLMEHTU ¢ Megynobnacroma

1/ CBbp3anHu c JIJ1- [pn naumeHTn cbC CTaHQAPTEH PUCK ce Hanara crnegonepatmeHo KCJJ1
no OO[] 35Gy B 21 gHeBHM dpakuumn, nocrnegeaHo oT cepbxgo3npare B 34A ¢ owe 20Gy B 12
dpakuun/ B TymopHoTO noxe go OO cym. 55-56Gy (MpoTtokonu agantupaHu kem HIT/SIOP
PNET-4). [pu BUCOK PUCK — fOKanu3anpaHn ronsiMoKNeTbYHU Unm udysHu aHannacTu4Hu
PNET, nnHeobnacTtom , kakto u cynpateHTopmnaneH PNET ce npenopbusa KCJI1JT go OO/ 35Gy
B 21 gHeBHM cpakumn. MNpn metactatnyHo 3abonssaHe KCIJT gpo OO 40Gy B 24 OHEBHU
dpakuumn, CBpbXA03MpPaHe B MaKpOoCKoMncknte metactasun oo 45-50Gy c ouwe 6-9 dpakuum, a B
MbpBMYHUSA TyMop ole 15 Gy go OO[ 55-56Gy. TpoMbounToNeHMsTa € YeCTO CpellaHa paHHa
nbyeBa xemartonorMyHa TokcmyHocT npu KCJJ1, nopaan ronemunsa obem o6MbYEHM KOCTHMU
CTPYKTYpu ( 4epen v rpbbHadeH cTbnb). Ta Hanara YyecTto npekbeBaHe Ha KC J1J1.

2/ CBbp3aHu ¢ MXT-MNpn Bb3pacToBuss MeaynobnactoMm Bce Oule nunceBaT CUTHUPUKAHTHU
OaHHW, OokasBalwin nevebHus npuHoc oT agtoBaHTHaTta [XT. lNpegnarat ce pasnuyHm MXT
cxemn: BuHkpuctuH, CCNU un UucnnatunHa; MetoTpekcaT n BUHKPUCTUH MM CaMOCTOATESTHO
MeToTpekcar.

Mpn npencrtaBeHWss KNMHUMYEH CrydYan C HeBpobGnacteH meayno6rnacTtoMm ce yCTaHOBsiBa
nokarnHa nporpecus Ha doHa Ha NXT no cxema BEP.

MaToxucronormyHata pgumarHosa — HeBpobnacteH megynobnactom ¢ UXX (+) HespoH
creundunyHa eHonasa nokasea TymMOpHaTa XMCTOreHesa, T.e. Kacae e ce 3a NbpBUYEH MO3bYeH
HeBpobnacTom C  MankoMO3bYHa  foKanusauus. [Mo-n3paseHaTa HeBpobnacTHa
andpepeHunaumna  onpegens Tymopa kato PNET, wu3uckeaw, crnegonepaTtuBHO
xunepdpakumoHmpaHo KCJUJ1 unu cvyetaBaHe Ha JIJ1 ¢ XT, kakTOo 1 no-arpecuBHy cxemu
apoBaHTHa MXX.

MogobGpeHaTta obwa n cesobogHa OT 3abonsiBaHe NPEXMBAEMOCT MpU HEMETacTaTU4HO
3abonsBaHe B geTckaTa Bb3pacT Ce Ab/KM NpeauMMHO Ha KOMOMHMpaHusi nevyebeH noaxop,
BKMNtOYBaALl, MakcumanHo pagukanHa onepaumd, KCIU1, nocneasaHo ot [XT, koeTto He e
BannaHo 3a Bb3pacToBust TUMN MeaynobnacTom.

35



PasButneto Ha MonekynapHaTa reHeTMka Haco4YM BHUMaHWETO Ha n3crieoBaTennte Kbm
CUrHU(PMKAHTHOTO MNPOrHOCTMYHO 3HA4YeHMe Ha eKcrnpecudTra Ha onpegeneHu crneunguyHun
megynobnactHn reHn. SHH-ekcnpecupawute megynobnactomm ce okasBaT C HauW-nowa
nporHo3a. To3n BapuaHT ce cpelja NpeanuMHO Npy Bb3pacTHU naumeHtn (0o 70%). Bounpeku
nuincata Ha MeTactasu npu TaxHaTa AuarHocTuka C npeobnagaBaHe Ha  Kracuyeckust
megynobnactomeH BapuaHT, SHH-ekcnpecupawmte TymMOpyM Ce OKas3BaT W3KITHYUTENHO
arpecmBHu Heornnasmu (Kool M et al /2012). Tean npoyyBaHuns ca Tracbk KbM pa3paboTka Ha
HOBM MULLEHHU MedKaMeHTN, MHXMBUTOPK Ha MegynobnacTomMHaTa OHKoreHesa.

lll.EKCTpaKkpaHManHm eKcTparoHagHu repMUHaATUBHOKIIETLYHU TYMOPU

1. MegmMacTMHanNHM repMMHATUBHOKNETbYHU TYMOpPHU

PasnuyHuTe XMCTonormyHn BapuaHtu Ha megunactuHanHmte GCT ca onucaHu npegu 50
roanHn. NogosnpaH e TeXHUA Npomnaxon OT CYOKNMMHUYEH (OMarHOCTUYHO HeoKasaH) MbpBUYEH
roHageH Tymop. EgHa oT nbpBUTE XMNOTE3N 3a NnaToreHesaTta Ha ManurHeHUTe MeguacTuHanHm
GCT cwmdta, Yye npousxoxgaT OT NPUMUTUBHUTE FEPMUHATMBHW KNETKM Ha eHgogepmaTa Ha
eMOpPMOHANHOTO XbATBbYHO Mexypye B YyporvHeTanHusa TpakT. [lpe3 embpuoreHesata Ha
MbXeTe, HopManHaTa Murpaumsa Ha Tes3u KMeTKU € HacoyYeHa KbM cKpoTyma. [Mpu HapylleHa
MUrpauns, NPUMUTUBHUTE FrEPMMHATUBHU KNETKN OCTaBaT Ha CbOTBETHOTO €KTOMUYHO MACTO —
B MeanacTuHyma unu petponeputoHeyma. Hama gokasatencrsa, Ye MeanacTuHanHuTe Tymopu
Bb3HMKBAT OT MeTacTaTU4HU KMEeTKWU Ha roHadeH Tymop- T. €., Ye ca JaneyHa meTactasa oT
MbpBUYEH roHageH Tymop. Bnocrnegcteue, Te3n HeonnasMu ce OTYMTAT KaTO MbPBUYHU
eKcTparoHagHu TymMOpW C MeduacTMHanHa nokanusauus u ce pasrnexgart Kato OTAerHO
OHKOMornyHo 3abonsBaHe. Npuema ce, 4ye ca MpPoAyKT OT ManurHeHa TpaHcdopmauusa Ha
NAypunoTEHTHa repMmMHaTMBHA KreTka, fokanuampaHa B MeauacTMHyma cref naTosiorMyHa
embpuroHanHa murpaums. [pyrn aBTopmn cmATaT, Ye No BpeMe Ha HopmarnHata embpuoreHesa,
Te3M repMMHATUBHM KNETKU Ce pasnpoCTpaHsBaT HAa MHOrO MecTa B YOBELLKOTO TSMO.

OT o0bwupHMs 0030p BbPXY rEPMUHATUBHOKMETBLYHUTE TYMOPM, CTaHa HACHO u4e
NoBULLEHNTE CepyMHM HmMBa Ha AFP n BHCG ca ornegano, OTyMTallo MPUCLCTBME Ha
HECEMUHOMHW KIETbYHU KOMMOHEHTU. lNMoBuweHoTo HMBO Ha AFP onpeaenst ceMMHoMa Kato
CEMUHOM C HanuuMe Ha CUMHUMTMOTPOGOONAaCTHU KNeTbuHu enemeHtn. Hmesoto Ha AFP e
NOBULLIEHO NPU CMECEHUTE TYMOPU U HOPMAsHO NMpu YUCT CeMUHOM/ repMunHom. Mpn cemMmnHom
C Hanunyue Ha CMHUUTUOTPOOBNACTHN KNETHYHM €NIEMEHTM € Bb3MOXHO JIEeKO NOBULLIABAHE Ha
HCG (nog 100 mlU/ml). JlaktaT- gexvaporeHasarta (LDH) ce nosuwasa npv peguua Tymopu ¢
XUCTONMOINMYHA XapakTepucTuka Ha eHgodepmarnieH CUHYCOB TymMop. TOM He e A0CTaTb4HO
nHpopmaTtmeeH n cneundurdeH TymopeH mapkep. lNMpy 4ncT ceMmHOM/repMrMHOM ce oTyuTa
HEroBoTO MOBULLEHO HMBO. [1pn cMeceHuTe repMMHOMU Ca Bb3MOXHW peguua KombuHaumm Ha
cepymHuTe HmBa Ha AFP n BHCG — 1/ eguH OT ABata mapkepa e nonoxuteneH; 2/ geaTta
Mapkepa ca nonoxuTenHu; 3/ gBata mMapkepa ca oTpuuatenHu. PesyntatbT e pasnunyeH B
3aBMCUMOCT OT KOMBMHaLUMATA Ha Pa3NUYHUTE OTAENHN KNETbYHN TYMOPHN ENEMEHTN.

MoBuweHoTo HMBO Ha AFP n Ha HCG (Hag 100 un/ml?) e Gener 3a npucbcTBME Ha
HEerepMMHOMHM KNeTbYHU eneMeHTU. Bbnpekn nposegeHnte 4 kypca HeoapBaHTHa NXT, npu
Mrag naumeHT ¢ HopManHo HMBO Ha AFP u cunHo nonoxutenHo kbm BHCG cnep NI go OO0
46 Gy ce oT4yeTe TYMOpEH ocTaTbK. M3paseHata XMMMO M NMbYEPE3NCTEHTHOCT CEe ObITKN Ha
HECEMWHOMHMSA KNETBbYEH XapakTep Ha CbOTBETHATa MeamacTuHanHa TymopHa opmaums.
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®ur.23 MNpeponepatuBeH KT Ha 6sn apob 1 megmactMHym npu eMGpuoHaneH
MeamacTuHarneH TepaTtomM; MmeguactmHaneH HeCeMMHOM Y CEMUHOM CbC CMeceHa
HEeCeMMUHOMHa KOMIMOHEHTA .

Mpn mMnag nauneHT HabniogaBaxme M3KNIOYMTENHaTa arpecUBHOCT Ha 3M0KayYecTBEH
He3psn meguacTuHaneH TepaTtom. Ha Tpetus meceu cneg repoudHa no obem onepauus (c
nynMoHeKkToMusa Ha 6an gpob 6e3 TymopHa mHdbunTpauusa) 6e3 nocnegeawa MNXT ce otunTa
xemartoreHHa nporpecusi. O6eMbT Ha onepauunsaTa He onpeaens usxoaa Ha 3abonsiBaHeTO Npu
EeKTOMUYHMUTE 3N0KaYeCTBEHM repMUHATUBHOKNETbYHM TyMopu. MNMogobeH neyebeH nogxoa npu
Mnag naumeHT e n3pas Ha aHTUOHKOMOrMYeH noaxod, NPUYNHABALL NULIABaHe Ha nauueHTa oT
KOMMIIEKCHO OHKOJSTOTMYHO NeYeHne.

[okaszaHa e u3spaseHaTa NbYEPE3UCTEHTHOCT Ha MeAnacTUHANHUTE HEeCEMWHOMMU W
CUCTEMHUAT XapakTep Ha 3abonaBaHeTo. Bucokute nbyeBn gosm go 55 Gy He gonpuHacaT 3a
TYMOpHa peaykumsi n nocturade Ha JITK. JlbuenedeHneTo ce npunara ¢ nanuatmMeHa Len
OTueTOXMe WU3KNKYUTENHATaA arpecuMBHOCT Ha CMECEH repMUHATMBHOKMNETbYEH MbPBUYEH
peTponeputoHeaneH Tymop. Ha doHa Ha [lXT ce HabniogaBa numdHa M xemaToreHHa
nporpecust Ha 3abonsiBaHeTo. Bucokute cepyMHu cTonmHocTn Ha HCG otuntat HeceMmMHOMHaTa
TYMOpHa XapakTepucTvka. TymMopbT MeTacTasupa B HagKMUYUYHUTE, UNnavyHuTe U
me3eHTepuanHute JIB. YepHogpoOHOTO aHraxupaHe € Bb3MOXHO da € crneacrteue ot
WHUNTPaLMa No CbCeacTBO?

IV.EKCTpakpaHuanHu eKcTparoHagHu
NPUMUTUBHOHEBpPOEKToAepManHn TYMOpU

Mpe3 2002 r. CeeToBHaTa 3gpasBHa opraHusauma (WHO) onpegens Ewing capkoma u
PPNET kato nogobHn 3abonsiBaHuA, pasnuyaBallyM ce €OMHCTBEHO MO CTerneHTa Ha
HeBpanHaTa KneTbvHa AudepeHunauus. HacToswmTe MOMNEKynsipHO-rTeHEeTUYHU aHanuaun
coyat Ewing capkoma n PNET kato Tymopu C efHakbB HeBpaneH d¢eHoTun, Bnpensug
eHaKBaTa XpOMO3OMHa TpaHcnokauus, gokasaHa B 85% OT knuHu4HuTE crniyvyau. [Npu Tasm
rpyna TymMopu ca YCTaHOBEHW PasfvyHW MOPEOMOrMyHM MOATUNOBE Heonnasmm ¢ pasfnyHo
n3paseHa cteneH Ha HeBpanHa andepeHumnaums. NogobHata naToxuctoreHesa n Mopdonorns,
dopMmpa Tpu Buaa repMUHaATUBHOKINETBYHU Heonnasmu onpegerneHu kato Tymopu ot Ewing
capkomHata amunusa . [epudepHnatr npumutuBeH HeBpoekTogepmaneH Tymop (pPNET)
npomnsxoxga oT KOCTTa UM Meknte TbkaHu. [logobHo Ha Ewing capkoma, pPNET ce cbcTtom oT
no-gudpepeHumnpann Marnku, Kpbrfv, CUHKaBU KNeTKM C nepudepHo-HeBpOeKToaepmMareH
npouaxod. CxoaHWUTe reHeTUYHU NPOMEHN BKIoYBaT Tymopa Ha Askin kbM Tymopute oT Ewing
capkomHata amunua. Ypes enektpoHHa Mukpockonms un UXX aHanu3 ce [gokasea
pasnuyHocTeneHHa HeBpanHa KneTbyHa AudepeHumaums. [lpu Hannyne Ha nopobHa
OudepeHunauma TymopuTe ce npeueHasaTr kato PNET, a npu aHannactudHu
HeamdepeHumpaHmn KneTkn kato Ewing capkom.
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3aTpyaHeHaTa NaTOXMCTONIONMYHA AuarHosa, onpejensiwa KOMMJIEKCHOTO ne4vyebHo
noBepeHue, Hanara NnoApo6eH NaToOXMCTONOrMYeH panopT :
¢ Bup Ha Tymopa- octeocapkom/ Ewing capkom/ nepndepeH PNET/ xoHapocapKkom
e [Moptun Ha TyMoOpa- [pebGHO KneTbueH ocTeo/XxoHapobnactHu; ¢umbpobnacTHu,
HegmdepeHumpaHu, dopmmpaHe Ha po3eTkute Ha Homer/Wright 3a [1[] m/y Ewing capkom u
nepudepeH PNET
e CreneH Ha gudepeHUMaumsa Ha TYMOPHUTE KIeTKU- OocTeocapkom u Ewing capkom (c
BMCOKa CTENEH Ha ManurHeHocT); xongpocapkoM (I-llicT.); HegudepeHumnpaHn
e TyMoOpHa HeKpo3a- Hanu4yme B NpoLeHTU ( NPeaUMHO ce Kacae 3a 0CTeocapKoMa)
¢ JlokanHa TymMOpHa UH(UNTPaLMUA- KbM MeayrnapH/s KaHarmn; kopTekca/ ekcTpaocanHuTe
MEKM TbKaHW; NPOKCUMAHO KbM KOCTHUSI MO3bK
e TymopHa uHBa3uA B NMMcpHUTE cCbaoBe
e Ekcum3anoHHM pbOOBe- NpoKcUmarneH, kKoxaTta u Hagnexawums onepaTneeH pvbely

UXX- Tlpn nepudepeH PNET ce wu3anckeatT HaW-mManko pABa MNOJIOXUTENTHU
MMYHOXMCTOXMMMUYHMA MapKepa, AOoKa3BaljM HeBpOreHHaTta reHesa, Tbil KaTo aTUNUYHUTE
Ewing capkomMy e Bb3MOXHO [Ja cCa MOMOXUTENHW Ha HEBPOH-cneumdunyHa eHornasa.
MaToxucTonorunsa- xapakrepmsmpa ce ¢ Manku, Kpbrnm aTtunu4HK KneTku, obpasysaiym nodynu;
C ronsiMo OBasiHO A0 KPbIno MexypyecTto sapo u PAS nonoxutenHa uutonnasma. ATUNMYHUTE
KNeTkn e Bb3MOXHO ga ecknpecupat NSE, S-100 npoTeuH unu BuMEHTWH; oTpuuaTtenHa
peakuuaTa kbM Muorno6uH, deamuH, EMA, kepatuH, LCA, MIC2 n xpomorpaHuH. EnekTpoHHo
MUWKPOCKOMNCKOTO M3cneaBaHe oTymTa rMKOreHHN HaTpynBaHus B TYMOPHUTE KNEeTKU.
3atpyaHeH WXX ananuz npu OO0 wmly nepucepeH PNET u embpunoHaneH
pabgommocapkom B feTckaTa Bb3pacT.

15 r. mMomye c embpuoHaneH pabgomuocapkom B nuvueBaTa obrnact (yCTeH brbn)
MaToxuctonorna-ManurHeH 6Gnactom ¢ MOpPQONOrMaA M UMYHOEHOTMN Ha eMOpuoHaneH
paboomMMocapkoM C MHPUNTPaUMa Ha gepmaTta v nognexawmte MeKM TbKaHW, BKIHOYUTESHO
HanpeyHo HabpasgeHaTa MyckynaTtypa.

EmBpuroHanHuat pabgommocapkom ce xapaktepusmpa cbe crnegHata UXX: TyMopHUTE KNeTku
ekcnipecupat BumenTtuH, CL1 34, SMA; Oe3amuH, HO ( HeBpodmnameHT), BCL2, Ki 67 B 90% wu
p53. Te He ekcnpecupatr C[O117, AE1/AE3, C99+/-, C[157, HeBpoHcneumdmnyHa eHonasa,
CK19 1 S-100 npoTenH.

Bbnpekn pagukanHaTta onepauus CbLeCTBYBaT peauua Browasalin nporHosarta gakropu: 1/
Bb3pacT Hag 10 r.; 2/ aBe onepaumn / NbpBaTa HepagukanHa-npes Tymopal; 3/ nHduntpauus
Ha KoXaTa Ha YCTHMA brbfl, KOETO noBuwasa pucka Hag 15% oOT MukpomeTacTasn B
nogyentoctHute JIB. 4/ He e ACHO OTCTOSIHMETO Ha Tymopa A0 pe3ekuMoHHUTe pbboBe B
3apaBo? 5/ Bucoko Ki 67 — B 90% u Hanuune Ha p53. Bcuykn Te3u paktopm Hanarat fiokanHo
JN c Bknto4BaHe Ha pernoHanHuTte J1B, Han-gobpe xmnepdpakunoHmpaHo / asykpatHo ¢ J4O[-
1,2Gy npe3 8 yaca go OO[ eks- 54 Gy. Cnea nepkytaHHoTo J1J1 geteto nognexu Ha
apoBaHTHa MXT.

OO0 c TepaTokapuMHOCapKOMW B NapaHasanHaTta u nuueBa obnact 4vpe3 UXX aHanus-
nonoxwutenHa ekcnpecus Ha C34 npu Hanuyne Ha capkomMaTO3HM efleMEHTU, NOMNOXNUTENHa Ha
[eamnH —npn pabgovagHn enemeHTn, nonoxuteneH AE1/AE3- npy manurHeHu enutenHm
enemMeHTu.

MepudepeH petponeputoHeaneH PNET - ManurHusaumata Ha Hespenu eHgogepmarsHm
TbKaHW kaTo embpuoHanHa 6bbpeyvHa TbkaH B geTckaTa Bb3pacT NpeansBrKBa pa3pacTBaHETO
Ha TyMop Ha Bunmc, a npu Bb3pacTHU NaumneHTu- petponeputoHeaneH PNET.

B MeavumHckaTa nuTepatypa ce cpeliaTt eauMHUYHM Cnyvaun ¢ peTponeputoHeaneH n 6b6peveH
PNET. C30 «knacuduvkaums Ha ObOpeyHute Tymopwm oT 2004r. onpegensa PNET kaTo
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HEBPOEHOOKPVHEH TYMOp, CbBMECTHO C HeBpobractoMa u geoxpomouutoma. MpeanmMHo ca
NyGNUKyBaHU KNMHUYHKM Crydan ¢ MNaam MbXe Ha Bb3pacT nog 42 rog.

dur.24 KT Ha peTtponeputoHeaneH PNET — nHonepabuneH peungme Ha 4 —TaTa roguHa cneg
ABe onepauuu

dur.25 KT Ha ‘peTpOI'IepI/ITOHeyM ¢ nocturHaT JITK Ha peTponepuTtoHeaneH PNET cneg
camocTtositenHo J1J1 go 58-60Gy.

MpoBegoxme nepkyTaHHo JUJT go cym OO[ -58-60Gy Ha peTponepuToHeaneH
PNET/peungus (®wur.24). KoHtponHuat KT pokasa JITK (dwur.25). MNaumeHTkaTa oTkasa
nposexaaHe Ha [XT. Cnen 6 roguHn ce u3siBU HOB MHONepabuneH peunaue, Npeavu3BUKBaLL,
6bbpeyHa HeaoCTaTbYHOCT. YCTAHOBMXME M3KMHOYMTENHATa NMbYevyBCTBUTENHOCT Ha KbCEH
peungms petponeputoHeaneH PNET. [locturaHeto Ha npoavmkuteneH JITK wm3nckea
komnnekcHo nedyenue — J1J1, nocnegsaHo ot MXT.

EcteanoHeBpoGnactoMm npu Bb3pacTHU nauueHTu- MsknwoumtenHo psgka
HeonnasMma npu nauueHTn Hag 60 r. Bb3pacT. Onpegens ce kato nepudpepeH PNET.
lMpeactaBa ce KMAMHWMYEH cnyyanW Ha nauueHT Ha 77 1. C  XUCTOMOMMYHO [JoKasaH
ecte3noHeBpobnactoMm. Cnen uv3BbplleHa 4YacTuyHa pesekumsi/ NonunekToMms OoT nisBaTa
HOCHaTa KyxmHa He e HacodeH 3a KoMMneKkcHo nederne J1J1 n MXT.

MopdonorMyHo NaToXMcToNoOrMyHo onucaHue- MHOXECTBO pasnuyHuM oparmMeHTw,
HSAKOW NMONUNOUAHW, NOKPUTU C MHOFOCINOEH NMNOCHK enuTen, ¢ nponudepauunsa nog enutena Ha
MOHOMOPMHNTE TYMOPHWU KMETKM, C OCKbAHA uuTonnasma, npegumHo salt and pepper
XpOMaTuH, Kpbrv Unun neko oBanHu; B nepudepusata Ha parMeHTUTe NUYKN THE3OEH CTPOEX,
B LEHTbpa NpeauMHO MOBMieKna M COMMAEH pacTeX C MHOXECTBO TbHKOCTEHHU CbAOBE,
yyacTbUM C TeHAeHUMs 3a hopMmpaHe Ha NceBao- PO3ETKN.

UXX- AE1/AE3 (-), GFAP (-), S-100 ( + npegumHO no nepudepusita Ha rHesgarta ),
CO56 wn  XpomorpanmH  (gudpysHo  +)  3akn..  MopdonormyHa ~ KapTuHa  Ha
ecte3noHeBpobnacTtom/ongakropeH HeBpobnacTtom. Cnen 6 mMec. ce ussaBsiBa NPorpecusi Ha
3abonssaHeTo (dur 25).
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®dur. 25 NpeponeparuBeH KT Ha peungus ot ecteanoHeBpobnactom

EcTe3noHeBpobnacToMbT M3MCKBA 3aAbIMKUTENHO KOMMNEKCHO neveHune (onepaums, JJ1
n MNXT). Jluncata Ha cneponepatmBHo J1J1 npeponpenensa HebnaronpuaTHata MNpPOrHo3a W
Obp3aTta TyMOpHa NPOorpecus, BKITHOUMTEITHO U MHTPaKpaHuanHaTa Mo3byHa MHBas3us.

MapaBepte6paneH pPNET- [lpu napaeeptebpanHua Ewing capkoMm/pPNET c
WHTpaMeaynapHO aHraxupaHe ce oTyuTa 3aTpyaHeHa natoxuctonornyHa [ ¢ HespobnacTom.
Mpn NpeacTaBeH OT HAC KNMHWYEH criyvan Ha 14 1. moMmnye ¢ napaBepTebpaneH Ewing capkom/
pPNET ¢ npousxon oT TAnoTo Ha Tx12 n BTOPMYHO MHTpamenynapHo aHraxupaHe (Pur.26A).
Mpe3 2008 r. e n3BbplieHa nammHekToMnsa Ha Thll-12 ¢ napuwanHa nammHekTomust Ha L1.
dopmaumaTa e eKkcTupnupaHa BMAMMO paguvkanHO W e MNOoCTaBeHa TpacneavkyrnHa
ctabunusauma Ha Thll-L1 ¢ TuTtaHuwi. [MapamegynapHO € ycCTaHOBEHa Komnpumupalia
mMegynata ¢opmaums, um3xoxgawa oT Tanoto Ha Th12 ¢ pgobpe odopmeHa kancyna.
WHTpaonepaTuBHaTa peBun3ns ycTaHoBsIBa pa3gyTta megyna. [py nHUM3maTa Ha megynarta no
cpedvHHaTa NUHUS Ce eBaKympa AETPUTHO KUCTUYHO cbabpxumo. Cren Tasum mMakcumarHo
BMOUMO pagukanHa TymMopHa ekctupnauuss ce e Hanarano crnegonepatuBHo KCIJ1 cbe
clopgosax B Tymopa Ao 55Gy. Otuntame nuncata Ha TyMOpHa peaykuus ot nposegeHara MNXT,
nocnegsaHa oT CpaBHUTENHO 6GaBHO TYMOPHO HapacTBaHe.

dur.26 A/lapasepTtebpaneH PNET ¢ nHTpamegynapHo aHraxupaHe Ha HuBo Thll-12. B/
MapaBepTebpaneH ManuWrHeH  LWBAHOM/MHTpadypanHa, BepOsTHO  eKkcTpamenynapHa
dopMaums, KOATO aHraxkupa no4vtu uenus obem Ha cnMHanHusa kaHan Ha HMBo Th1l1-12

HobpokayecTBeHUTE W 31I0KAYECTBEHM NapacnuMHanHu TyMOpM MpousxoxaaT oT
OKOJMHWUTE TbKaHHM CTPYKTYpW- NpeLusieHn, napaBepTebpanHn Mekum TbKkaHu u 06BMBKMUTE Ha
CNHanHMTEe HepBHM OKOHYaHus. MNopagm nogobeH obpas Ha KT n MPT ce Hanara ctpuktHa 04
ype3 naroxucronormyeH n UXX aHanus.

Bb3MOXHM NaTOXMCTONMOrMYHM BapuaHTM Ha napasBeptebpanHute Tymopu: 1/
HeBpodnbpom, uecto cbueTaH ¢ HeBpombpomaTosa. Kacae e ce 3a JoGpokadeCcTBEH TyMOp,
narpageH ot GoraTtu Ha KonareH Oobpe audepeHumpaHn knetku Ha LeaH. Ha MPT ce
XapakTepuaumpa C XMNnepuHTEH3€eH KaHT (KOHTYP) 1 XUMOUHTEH3€EH LeHTbp Ha T2 obpasa, KakTo u
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C noemaHe Ha KoHTpacT Ha T1 obpasa. 2/ [Jo6bpokayecTBeH LWBaHOM (HEBPONEMOMa,
HeBpuHoMa). [lobpe kancynupaH 6aBHOHapacTBaLy, TYMOP, M3rpadeH OT 3penin TYMOPHU KNeTKu,
nokanuaupaH npeaumHo B nymbanHaTta obnacTt ¢ nocnegBallo NPUTUCKAHE Ha MUESioHa U
koHyc megynapuc. Ot MPT Ha T1o6pa3sa ce ycTtaHoBsiBa nepmdepHO HaTpynBaHe Ha KOHTpacTa
C Hanuyne Ha XMNOWHTEH3MBHW LeHTpanHu oKycu, nopagu KMCTUYHaTa TyMOpHa KOMMOHEHTa.
3/ ManurHeH LWBaHOM- XapakTepu3upa ce C JloKanHo napaBepTebpanHo HapacTBaHe U
BTOpUYHa rpbbHa4YHOMO3bYHA nHPUNTpaunsa (Pur.26b). PuckbT oT xematoreHHa 6enogpobHa
ancemunHauus € 20%. Mpu nokanmsaums No KpanHULMTE ce NpenopbyYBa pagukanHa onepauus
( pesekums ,en block”) wnu amnytaumsa. MNopagn BMCOK PUCK OT CYOKMMHMYHW MeTacTasn u
nokanHu peunaueu, cnegonepatuBHO ( BKMAYMUTENHO M crnepj amnyTtauus) ce npenopbysBa
agoBaHTHa MXT m JI1. Mpn nHonepabunHute tymopun MXT un JIJT ce npunaraT ¢ nanuatMeHa
uen, npeanmMHo 3a obesbonsaeaHe. 4/ CnuHaNHM eneHAUMOMM- MUKCoNanuiapHuU TYMOPU CbC
CMMETPUYHO OOXBalllaHe Ha KOHYC Meaynapuc, XUMNOMHTEH3HW Ha T1 U XUNEPUHTEH3HM Ha T2
obpasa. 5/ HeXoukmHoBM numcomum - [NpeanmHo npu Bb3pacTHM naumeHTn Ha 40-60 rog. C
n3saBeH cybapaxHomganeH pactex u avdysHo 3agebeneHn o6BMBKM Ha CrMHANHUTE HepBY;
N30MHTEHCHWN CrpsAMO rpbOHaYHMst MO3bK Ha NpeaKoHTpacTHMTE obpasn, He noemaT KOHTpacT
Ha MPT .

KomnnekcHo ne4yeHue 7] mn- MapaBepTebpanHute ekcTpamegynapHm
AobpokayecTBeHN Tymopu ca KancynupaHu, ©6aBHO HapacTBawu. OCHOBHOTO NeveHue e
pagukanHata onepauusi. 3rokayecTBEHUTE WHTPaA M napacnuHanHu (ekcTpagypanHu) Tymopu
Ca arpecuBHO fOKanHO HapacTBaliM, ObP30 MHPUATPMpaLLM MUENOHa M NPean3BUKBaLLN
OTNagHa HEeBPONOrMyHa cumnTomMaTuka- napanusa. Cneg  HepagukanHa  YacTudHa
HEBPOXMPYPrUYHM  pe3ekumss 1 cTtabunu3aums npu MUENoHHa  MHUNTpauuss  oT
napaseptebpaneH unun cnvHanedH PNET ce Hanara KCJIJ1. To e 3agbimkutenHa npeBeHUus
CrpSAIMO OYaKBaHWUTE flOKaNHW peuuavMBM MO NPOTEXEHMe Ha uenus MWenoH. PuckeT oT
NIMKBOPHO MeTacTa3upaHe € MW3KNIYMTEeNHO BUCOK. HabntogaBanu cme Tpu BepTebpanHu
peunamBa Ha pasnNUYHM HMBa Ha rpbOHAYHMA CTBLNO NpW MHTPAcnMHaneH eneHgMMmobnacTom
cnep nokanHa onepauud, 6e3 npoeegeHo cnegonepatnBHo KCIN1. Besiko nokanHo JJ1 Ha
nopegHusa uHonepabuneH peumams ¢ 10 x 3Gy go eks.00[] 38 Gy 3agbpxalle 3Ha4YUTENHO
TYMOPHOTO HapacTBaHe W ce nocnejsalle OT HOB peuuauB Ha HeobnbyeHaTa CbcefHa
BepTtebparnHa 30Ha.

Mpn napaBepTebpanHuTe ekcTpamenynapHU 3riokadyectBeHu Tymopu 6e3 MUenoHHa
MHMNTpaumMsa € Bb3MOXHO nokanHoto JIJ1 oo TonepaHTHM 3a muenoHa OO[. Bbnpeku
n3paseHaTa NbYepPe3NCTEHTHOCT Ha ManurHeHns LWBaHOM, MNopagn YacTudHata TyMOpHa
ekcTupnaumMa n HEeBB3MOXHOCT 3a nedveHne B YyxbuHa, Ge npoBegeHO cnegonepaTUBHO
nokanHo JIJ1 B obnactra Ha TH 10-J11 B 12 ceaHca npu 4O[ 2,5 Gy go O0O[ 36Gy / 4O Ha
HMBO muernoH 3 Gy po OO[ ek 44 Gy. Ha koHTporneH MPT — 1,5 mec. cneg JlJ1- CbhcTosiHme
cnen namuvHekToMust Ha HMBO Tx11-12 u nepkytaHHo JUJT — [daHHM 3a noctonepaTuvBHU
MOPO3HM NPOMEHN B aBTOXTOHHATa MyCKynaTtypa Ha HMBoO Tx11-12 HeHaBnM3awm nNo nocoka
Ha CnWHanNHWA kaHan. Ha ToBa HMBO WHTpagypanHo M WHTpamedynapHoO ce Bu3yanuaupa
HenpaBunHa no ¢opma xeTeporeHHa Ty popmauums, pasnoriokeHa BEHTPariHO M MnoBeyve B
nsBo. Haxogkata e n30- KbM XUNEpPUHTEH3Ha npu T2 cnpamMo MMernoHa 1 U30- N XUNOUHTEH3Ha
npy T1. Ta e c kopoHapHu p-pu 33/12mMm un akcuanHum — 10/6mm. Cnep KoHTpacTupaHe
HaxogkaTa NoBULLIABA HEXOMOFEHHO CUTHANMHWSA cu MHTeH3uTeT. 3akntodeHve: MP gaHHu 3a
pesvayaneH TymMOp U 3a NocTonepaTmBHU U NbYeBU PUOPO3HN npomeHn. KoHTponHusat MPT
cnep 8 meceua He oTdyMTa CUrHUAPUKAHTHA pasnuka B p-puTte Ha TymopHaTta doopmauus.
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e [OudepeHumanHa guarHosa m/y nepucepeH PNET n ape6HOKNeTbYHM
HeeKToAepMasiHM Heomnnasum B AeTcka Bb3pacT

MpuMUTUBHWUTE HEBpPOEKTOoO4epManHu Tymopu nNpwu geuarta BKI4YBaT peguvua
HegudepeHumpaHm  OpPebHOKNEeTbYHM  TYMOpM  KaTo: 1/HeBpoGnactoMHM  Tymopwm
(HeBpOONacToM, raHrnMoHeBpobnacTom, raHrimoHeBpom); 2/ Ewing capkomHaTta damunus/
nepudgepHn PNET, 3/0e3monnactuyHuTe ApebHOKNEeTbYHM Tymopu; 4/
EcTtesnoHeBpobnactoma (Parham DM /2001).

OT 3HayeHMe e CTPUKTHOTO OMnpedensHe Ha ecTeCTBOTO Ha KheTbyHaTa
andepeHumnaumnsa Ha TymopHuTe kneTkn. Kato npumep -HeBpobnactHata andepeHumaums npu
megynobnactoma, rnuanHata gudepeHumMauma npyv MankokneTbyHust rnvobnactom/ OO c
mMo3byeH PNET.

UXX npu getckuTe HeBpoeKkToLepMarnHu TyMOpu ce xapakrepusmpa uypes HeBpoH
cneununyHata eHonasa € orpaHudeHa cneuudpunydHoct; CO57 u CO56 (HeBpOHKNeTbYHa
agxesamBHa Moriekyrna) € orpaHuveHa  cneumdpmyHocT;  CuHantodwmaumH; CO99 (Ges
HeBpobnactoma); PGP 9,5, HeBpodwunameHteH npoteMH U1 XpomorpaHuH (3a
HeaudepeHunpaHnTe HeBpobnacTomu, HO oTpuuateneH npyu PNET).

MPUMUTUBHNTE MEKOTBKaHHM CapKOMKU (EKTOME3EHXMOMW) C peapaHXmpaHe Ha 22-pa
XpOMO30Ma He MoKa3BaT reHeTuyHa TpaHckpunumsa. Kbm Tax ce uutupat  apebHo
KPBIMOKNETbYHUTE MEKOTbKaAHHM CapKOMM, BKMNtoYBalLM pabaommocapkomMa, MUKPOKIETbYHMSA
OCTE0CapKOM, KOHBEHLMOHANMHNTE KOCTHU CapKkoMU, NenomMmnocapkoma, ManurHeHns pnbposeH
XUCTUOLIMTOM U CUHOBUASHNSI CapKOM.

MaToxuctonormyHata AudpepeHumanHa amarHosa Ha ApeOHOKNEeTbYHUTE CONMMAHM OEeTCKM
TYMOpM M3UCKBa cnegHus Habop oT nacneaBaHus nocoyeH Ha Tabn.o.

Ta6n.9 MatoxucronoruyHa gudepeHunanHa guarHo3sa Ha opeo6HOKNeTbYHUTE
3110Ka4YeCTBEHU TYMOPU B AeTCKa Bb3pacT

Tymop CBeTnuHHa UmyHoxunctoxumms EnekTpoHHa
MUKpOCKonusi MUKpocKonusi
HeBpo6nacTtom Manku Kpbrnun KneTtku, NSE +, NFP+, Vim+, HeBpocekpeTopHH
pO3eTKM, Des-, MSA-, LCA-, CK+/- * rpaHynu,
HeBpoUNamMeHTH, ., B2MG- MUKPOTYOYnu,
A4pa ¢ XpOMaTUHHM HeBpoUnamMeHTu
HaTpynBaHus
Pa6gomMmuocapkom BpeTeHoBuaHu Des+, MSA+, Vim+/-, BpeTEHOBUOHU
KNeTKun, eo3nHounHa NSE+/- NFP-, 013-, CK-; KNneTKku, Z Bpb3Ku,
umMTonsiasma, LCA- UHHN 1 TpYyOM
KpbCTOCaHU dunameHTH,
Habpa3asBaHus, ©asanuu
eMOpuroHanHu u MeMbpaHu,
arnseonapHm rINKOreH+/-
CTPYKTYpU
MpumnTMBEH Manku Kpbrnm KneTku, NSE +, Vim+, NFP+/-, MpUMNUTUBHYK
HeBpoeKToaenmaneH po3eTKM +/-, B2MG+, LCA-, Des-, MSA-, KNeTKu, Manko
TYyMoOp nobynupaHocT CK - * CD99/ + opraHernu,psako
cpeLuaHm
HEBPOCEKPETOPHMU
rpaHynun, Masko
WHTEepMeanepHu
durnameHTu
PabgouaeH Tymop MonuroHanHu knetkn ¢ | Vim+, CK+, Des-, MSA-, HaTtpynsaHus ot
po3oBa uuTonnasma, NFP-, LCA- uuTonnasMmeHu
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€03MHOMUHK WHTEpMeanepHu
WUHTEpMEeaNepPHM dunameHTu
dmnameHTanHn
BKITHOYBAHMS, KpbIK
BacKynupaHu sgpa c
€[VMHWNYHO ronsiMo

aabpue
EcTeaunoHeBpo- Manko kpbrnuv knetku, | MonoxutenHun kbM NSE, | HeBpocekpeTopHu
6nactom C BE3VKYMNo3HU a4pa, NFP, XpomorpaHuH A un rpaHynu
NPOMUHMpPALLN S100.
sabpua. Knetkute ca Bb3moxHa e +/-
apaHxupaHu B nodynm eKcnpecus KbM
1 Ondpy3HM nosrekna CuHanTo13uH n
cpen MUKCOMAEH LuTokepaTuH .
WHTEPCTULNYM OO ¢ Ewing capkomHaTa
opraHusnpaHu B TymopHa pamunua - C[4
HEBPOHHWN PO3€ETKU 99 oTpuuarenHo

(Ha Homer Wright
unu Flexner)

NSE-HepoHcneumdmnyHa eHonasa; NFP-HespodmnbpunepeHn npotenH; Vim-BumeHTuH,
Des-OecmnH, LCA- 06w, neBkouuteH aHTureH, MSA-myckynHocneumdpuyeH aktmH, CK-
LintokepatuH, B2MG- aHTn6eta2MmmkpornobynmH.

3abenexka *B pasnnyHu u3TOYHMUM Oewle HamepeHa pasnMyHa WHgopMauMsi OTHOCHO
CTOMHOCTUTE Ha KepaTuWHa npu Heepobnactoma. *Mpm Ewing capkoma € Bb3MOXHa
NONOXUTENHA N OTPULLATENHA EKCTNIPECUS KbM KEPATUH.

e Peunausupaium em6puoHanHu pabgommocapkomm

Mpu peunauBupalm emMOpuoOHaNHU [eTCKu pabaomMmmocapkomMm ce oTuuTar
crnegHUTe acnekTu:
1/ 3aTrpygHeHa naToXucToslIorM4yHa BepuduKauma Ha MbPBUYHUA TYMOP W KbCHUTE
peunaunsu; 3aTpyaHeHa O] c octaHanuTe ApebHOKNEeTbYHN CONMAHN OETCKN HEoNnasmu.
2/ Bbbp30o HapacTBaw, peuuauB C u3paseHa xumuoudyBcTBUTEnHoct- Cnen [MXT npu
peunansmpaly, pabgommocapkom ¢ pasmepy o 17 cm B gvametbp e nocturHata 100%
AeBvTanu3auus Lupe3 naTtoxuctoriornyHa sBepudunkauma ( Hekposa, 6e3 Hanuume Ha BUTanHM
TymopHu knetkn). PET/CT n XX aHanns ce onpegens nbiiHa pemmncusa Ha 3abonssaHeTo.
3/ BUCOKMAT pUCK OT NOKanHW peuuavBv creq HepagukarnHa onepauvs M uspaseHara
NbYevyyBCTBUTENTHOCT Ha eMbpuoHanHua pabaomMmMocapkom onpeaensaTt HeobxoaumocTTa
oT cneponepaTtuBHo JJI1.
4/ KomnnekcHoTo cnepgonepatuBHo ne4veHue ( MXT w J1) ocurypsisa npoawrmkuteneH J1ITK n
npegoTBpaTsiBa KbCHUTE nokanHu peumamsu. lpencrtaBeHo e geTte ¢ pabaommocapkoM Ha
nsiBaTa o4yHa opbuTa C TyMOpHa MHUNTPaUMs B KOXaTa Ha knenadva. Bbnpekn arpecuBHaTta
MXT, nuncaTa Ha J1J1 cnea HepagukanHa onepaums onpeaens BUCOKUSA PUCK OT pPaHHU U KbCHU
peungmsm!

e [OudepeHumnanHa auarHosa m/y nepucepeH PNET m
HUckoaudepeHUuMpaHuTe CapkoMm Npu Bb3pacTHU

Mpun Bb3pacTHM nauneHTn ce Hanara NXX- andepeHunanHa anarHosa m/y nepudepeH
PNET u HuckogndgepeHumpaHn capkomu. [ Ha pasnuMyHUTE MEKOTbKaHHM CcapKoMu
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(OpebHOKNETbYEH, N3TOYEHOKIETBYEH, ennTenongHn n nonmmopdHn) Hanara XX ananms. OT
OONYy U3NOXEHUTE CriyYyan e ce yBepuM, Ye HegocTaTbyHMAT Habop oT UXX 4ecTto ocTtass
naumeHta 6e3 NaToXMCTONOrMYHa AnarHosa, KoeTo e narybHo 3a onpegensiHe Ha nporHo3arta u
ONTMMAITHOTO KOMMJIEKCHO NEYEHNe.

ATUnNn4yeH meHnHreom- G2

KT n MPTobGpa3sa He mMoxe ga otamdepeHumpa 30o0pokayecTBEH OT ManurHuavpan
(G2,3) MeHnHreom, ocobeHo npu peakuTe MHoXecTBeHn bopmun. BuHarm ce Hanara ©Guoncus.
(Pwur.27 n dur.28)

dur. 28 MPT Ha MHOXeCTBEH 3psn MeHuHreom. OuarHoctuumpad npes 2006 r.; o 2013 ca
N3BBPLLEHN 6 MO3bYHM Onepauun.

3a [0 Ha ekcTpaocanHusa Mo3byeH Ewing capkom/PNET OT KapuWHOMEHMHIVMOM,
aTUNMYEH MEHWHreoM wWnu MynTunneH muenom ce Hanara WMXX aHanu3- BumeHTuH,
CunantodumanH n CA56; CO99, HespoHcneundmnyHa eHonasa; S-100 un LintokepatuH.

e [loapo6Hu gaHHM 3a UXX npm aTMNM4eH MEHUHreom

ManurHeHaTa nporpecus Ha aTunuMyeH MEHWHreoMm Ce XapakTepusupa CbC creHaTta
NXX- nonoxurtenHa ekcrnpecuss KbM  LuTokepaTtuH, anda-WHTepHekcnH, NFP/
HeBpodunameHteH npoTtenH/, GFAP un BumeHTMH. ®PeHoTunHaTa TpaHchopmaums Ha
MEHWHreanHuTe TYMOPHW KITeTKU OT KINacu4eckn KbM aTUNUYEeH MEHVHIeoOM Ce XapakTtepuaunpa
OT MHTEpPMEOUEpPHUs UnameHTeH MNPOTEWH, BKMKOYBALL, noBuweHa ekcrnpecus Ha GFAP wu
BumeHTVH, anda-UHTepHekcuH, NFP, [leamnH 1 KepatunH. To3m npoTenH ce cpella no Bpeme
Ha embpuoreHesata Ha UHC. ManurHeHata nporpecus Ha TyYMOpHUTE KNeTKM Hamanssa
ekcnpecusita Ha EMA, a knetbyHata MeTannasvs nosuwasa andga-NHtepHekcuHa un NFP.
MocnegHute WXX -gaHHu onpepenaT KnayauH-1 3a cneunduyeH mapkep B AnarHoctvkaTa Ha
aTUNUYHNSA MEHUHTEOM.
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OT UXX Ha rope npeacTaBeHUSA KMVHUYEH cryyYan- TYMOPHWUTE KNeTKU ekcnpecupat
EMA (+), BumenTtunH (+), S-100 (+); XpomorpaHuH- crnabo no3uTvBHA eKcnpecus B YacT OT
knetkute; GFAP (otp); Ki 67>4%; CKAE 1/3 (otpuu.); CuHantodpumsuH (otp.). Cnopepg
natoxucrtonora To3n XX aHanua msknousa guarHodata PNET. Cnep nutepaTtypHa crpaBka
yctaHoBuxme: MNpu Ewing Sa /PNET e Bb3MOXHa +/- peakums kbMm LluTokepaTuH 1 BuHarm +
KbM BumeHTUH. MNonoxuntenHaTa ekcnpecna Ha EMA u otpuuatenHaTta kbm GFAP n CKAE 1/3
He NoAKpensT guarHosaTta aTunMyeH MeHUHreom.

dur.29 MNMpeponepatuBeH KT Ha cynpa u uHTpaTeHTopmnaneH atunniyeH meHnHreom G3
/MeHUWHrocapkom

UXX aHanu3 npu aTUNU4YHMA MeHUHreom G3/mMeHuHrocapkom (®wur.29) otuumta: Ki
67- 3+ (>30%)- Bucoka nponudepatuBHa akTuBHOCT, 100% ekcnpecua kbm BumeHTtuH; CK
AE1/ AE3- nuncea ekcnpecusi.

MpencraBaAME KIMHUYHM CRydYan Ha Bb3PACTHU MAUMEHTU C MUKCOUOHW JIMNOCapKOMK W
nreoMopdHM ManurHeHn xmctnountommn B 1 nnaH ¢ ekctpaocanHn Ewing capkomu/PNET.
MaToxucTtonornyHa xapakTepucTvka Ha nunocapkomute: Cnopeag WHO nunocapkoMbT ce
knacudukaumpa B 5 kateropumn: 1/ pobpe guchepeHumpaH, KOUTO BKNOYBa agunountn 2/
HegudepeHumpaH 3/ MukconaeH 4/ KpbrnokneTb4eH 5/ nneomopdeH.

Mpuema ce KoHUenuuata, 4Ye KPbrNoKNeTbYHUTE JUMNOCApPKOMM ca no-
HeaudepeHuupaHn n CbOTBETCTBAT Ha MWUKCOMAHMA BapuaHTt. JlunocapkoMbT uMma Tpwu
ovonornyum cdopmun: 1/ gobpe gndepeHumMpaH NMNocapkom 2/ MUKCOMAEH W/MNW KPbrneTbYeH
3/ nneomopcbeH. B pegku crnyyam ce HabnwogaBaT U CMECEHU MOPMOSIOTMYHN BapuaHTw,
KnacuuumpaHn Kato KOMOMHMpaH WM CMeCeH Tunm  NMnocapkoM. XucTororumyHaTa
andbepeHumaumnsa Ha nunocapkomMa CbOTBETCTBA Ha HeroBaTa NMbpBUYHA nokanuaauus. Lobpe
andbepeHumnpaHmTe NMNocapkommn ce pasBmBaT NpeaMMHO B KpaNHULUTE N peTponepuToHeyma.
MukcoMaHMAT 1 /MNn KPbIMEeTbYeH NIMNOCAPKOM U NIIEOMOPMHUAT BapuaHT ce pasBuBaTt Mno-
4eCTOO B KparHuuuTe, a HegudepeHUMpaHUTe NMNocapkomMmn B peTponepmuToHeyma.

leHeTu4yHMTE npomeHn B 12013 xpomo3omaTa ce CBbp3BaT C pasBUTUETO Ha
nunocapkoma. Han-yectaTta XpoMO3OMHa TpaHcnokauus ce cbyetaBa ¢ FUS-CHOP reHa,
KoAaupaLy, TPaHCKpUNTUBHUA bakTop, OTFrOBOPEH 3a AndbepeHumnaumnsata Ha MacTHUTE KIETKW.

MneomopchHUTe HeaudepeHUMpaHN CapKOMM Ca YECTO CpellaHu Npu Bb3PacTHW.
Han- 4ecTto ¢ nokanusaums B KpanHULUTE U PeTpPONepuTOHeyMa, PsSiAko B Apyrn obnactu Ha
Tanoto. Metacrasupart B 6enuna apob ( 90%), koctn (8%) n yepeH apob (1%). XapakTtepHa e

45



BpeTeHoBMAHaTa KrneTbyHa mopdonorus ¢ u3paseH sgpeH nrneoMopdusbM M BUCOKA
MUTOTMYHA aKTUBHOCT, BMOYUTENHO aTUMNYHU MUTO3MN.

KT n MPT: ManurHeHunsat pnbpo3eH XMCTUOLUTOM, NIENOMNOCAPKOMBT U 4E3MOUAHNTE TYMOpW
umat KT n MPT o6pa3 Hepasznuumm OT nunocapkoma (MWKCOMOEH, CMECEH-MUKCOMAEH W
KpbrioKneTbyeH), KpbriokneTbyeH u nneomopdeH tmn (Pur.30).

®ur.30 MPT gaHHM 3a manurHeHa chopmMauns Ha neBus rmyTeaneH Myckyn ¢ XxapakTrepucTtumka
Ha capkom

OO My MukconaeHuTe, KpbrioKNeTbYHUTE U NNEOMOPHUTE MEKOTBKAHHU CapKOMU C
ekcTpaocaneH Ewing capkoMm/PNET Hanara XX aHanua, a npy Hy>xga — MOJIEKYITHOrEHETUYEH
aHanums. MNMpn nneoMopdHMA ManuUrHeH XMCTUOLMTOM ce MOTBbpXKAaBa HyxaaTta oT XX ypes
KOATO € ce MnocTaBa OKoHYaTenHaTta AuarHosata. UXX- nonoxurenHa ekcrnpecust KbM
BumeHnTtnH 95%; C68- B 80%; JInosmm n a-1-aHtutpuncun- B 70% n Kn67- 80%. TymopHuTe
KneTkn ca otpuuartenHn Ha AE1/AE3; OesvmwuH; CO34; rmagkomyckyneH aktuH; CO117; S-100
npoteuH, MenaHo3zoma HMB 45; C99 n EMA.

®dur. 31 MPT A/ napaBepTebpaneH nunocapkom B obractra Ha J14 npeueHeH 3a meTactaTuUdeH
B/ MapaBepTebpaneH pabgommnocapkom cnepg pesnsnda ¢ UXX- nneomopdeH ManurHeH
¢$HnOpO3EeH XNCTUOLMTOM

Mpn napaBeptebpanHua pobpe pudepeHuumpaH nunocapkom WIXX oTunra:
NnonoXuTenHa ekcnpecuss Ha TymopHuTe knetkn kbM Ki 67- B 70% ©n BuMeHTMH n
HeBpoHcneundgudHa eHonasa B 95%. OtpuuartenHw/ ©6e3 ekcnpecus: CL56; GFAP; HO;
Oe3avwnH; SMA; CO57, AE1/AE3 n S- 100 npoTteuH. MNpu nneomopdHUA XMCTUOLMTOM U
pobpe AudepeHUMpPaAHUS NUNOCAPKOM oOTyMTaMe TYMOPHM KNETKM MOMOXKUTENHU Ha
BuMeHTVH, HO oTpuuaTtenHn Ha AE1/AES.
3a ekctpaocanHute Ewing capkomu/pPNET e xapaktepHa WXX- nonoxurenHa
nmyHopeaktuHoct 3a C[99, BumentuH, CL 117 (c-kmT), S-100, XpomoOrpaHuH-A wu
CvHanTouanH. [eHeTUYHUAT aHanu3 YyCcTaHOBSAIBa XPOMO3OMHaTta TpaHcrokauus (11;12)
(024,912).

46



Mpn naTtoxmucTonorndHaTta Bepudukauma v O Ha HeaudepeHUUpPaAHUTE CapPKOMMU
(BpebHOKNEeTbYHN, MITOYEHOKNETbYEHU, enuTenonaHnm u nonumopdHu) ce wusmckea WMXX.
XapakTtepHu ca eosnHopunHaTa KneTbyHa umMtonnasma n 4ectm mutosn. XX otumta - cunHa
ekcnpecunss kbM BumeHTMH 1 S-100 npoTenH 1 nunca Ha ekcnpecus KbM HeBpOHcneundunyHa
eHonasa; UutokepatuH (KepatnH u AE1/AE3); CL 34; daktop VIII; aSMA, MSR-A ; ail-
AHTUTPUNCUH.

MuoenuTtenHuTe capkomu ca nonoxutenHn Ha LutokepatnH AE1/AE3 n Ha c-kuT.
CunHo unspaseHata ekcnpecuss kKbM BumeHtnH un LutokepatmH AE1/ AE3 oTroBaps Ha
enutenonaHuTe capkomu. ToBa ca CapkoMM, KOMTO NleCHO MoraT ga ce cObpkar C
MeTacTaTU4eH KapuuHoMm. neomopdHMAT pabagomMmocapkom ce pasrpaHnyaBa OT ManurHeHus
MOpPO3EH XUCTMOLMTOM Ype3 NonoxuTenHata peakumst kbM JeamuH, MSA, Mno-[1, MMoreHuH
n mmornobuH. 3a embpuoHanHua pabooMMOCapKoM € XxapakTepHa ekcrnpecust Ha [e3muH,
MUWOreHNH 1 MmornobuH, Mmno-[1, rnagkomyckyneH aktmH n HHF-35.

MonuceHoTUNHUTE APEOHOKNETHYHU HeonnasMm ca peakm MarurHeHu, Nno3vTUBHMU
Ha MapKepu XapakTepHW 3a Me3eHXUMHaTa, enuTenHata M MUOreHHa TbkaH. Te moraT Aa
eKkcnpecupart n HeBpOeKToAepPManHu Mapkepu.

Ta6n. 10 OudepeHumanHa UXX amarHo3a Ha ApeObHOKNeTbYHUTE HeoNIa3smm

Heonnasmnu KepatuH BumeHTUH 06w neBKoUUTEH aHTUreH/LCA
EnutenHun
KapuunHoug + - -
HepBHU
HespobnacTtom + ; ;
deoxpomMoLnTomM + - -
MaparaHrnuom + - -
Me3eHXUMHHU
Tymop Ha Bunmc - + +
HOuHr capkom +/- + -
Pabgomunocapkom - + -

Mpn nonoxutenHa ekcnpecust KbM BumeHTuH u AE1/AE3 ce Hanara [ m/y capkomougeH
ManurHeH Me3oTesNIMoM 1 peakTueeH nbpo3eH npouec.

. D,VIaFHOCTI/I‘-IHO-TepaneBTVI‘-IHVI I'Ip06ﬂeMVI

BbB BCsika oTAenHa rnaea ce pasrnexga n obcbxaa HaTpynaHusa B roguHUTe matepuan
Mo OTHOLUEHWE Ha TYMOpHa naToreHesa, reHeTUYHU NPOMEHU, NATOXUCTONOrMYHaTa guarHosa
3aegHo0 ¢ UXX- aHanus3, obpasHa AmarHoCTMKa W ONTUMAanHOTO KOMMMEKCHO IeyeHune
BKIMIOYBALLO onepauusi, nbyeneveHme n xmmuortepanus. Ha doHa Ha To3n o630peH matepuan
Ce NMpeacTaBAT COOCTBEHU KMUHUYHM Cnydam U ce obcbxaaT npobnemuTte B guarHoctvkaTa u
KOMMMNEKCHOTO neyexwve. JokasaHaTa oT OHKOMnornyHaTa npakTuka TymMOpHa
NbYEYYBCTBUTENHOCT  HA  pasnMYHUTE  NATOXUCTOMNOIMYHWM  BapuvaHTM  MPUMUTUBHU
repPMUHATMBHOKNETbYHM Tymopu ce 0Gasvpa Ha CcbOTBETHaTa MaToOXuMCToreHesa MU
MyreKkynapHoreHeTudHa natonorus. [logyepTtaBa ce 3HAYeHMETO Ha CBOEBpPEMEHHAaTa
ANarHoCcTvka M ONTMMAariHOTO KOMIMIIEKCHO fleYeHne KaTto ce Mma npensua psanoko cpeljaHarta
natonorms c HebGnaronpusiTHAa NPOrHo3a Mpu ronsma 4act OT TFePMUHATUBHOKNETbYHUTE
Tymopu. OTynTaT ce cnegHUTe ANarHoCTUYHU 1 niedebHn NPonyCKu:
1/ KbcHa pgumarHoctuka. [lpy rongama 4act OT naumMeHTUTe ce OoTyuTa 3aTpyaHeHa
CBOEBpPEMEHHA MATOXUCTONMOrMYHa AumarHoctuka. [lpy  peavua  KNMHWYHW - crlydam  C
rEPMUHATMBHOKMETbYHM  TyMOPW  NWUNCBa  U3CredBaHe Ha  TYMOpPHUTE  Mapkepw,
oTAudepeHuMpaLLm KneTbyYHaTa TyMOpHa XapakTepuctmka (CEMUHOM MM HECEMUHOM), NPSKO
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CBbp3aHa C HanarawoTo ce KOMMMEeKCHO JfieyeHue. lNpu mo3byHn n nepucdepHn PNET ce
yCTaHOBSABa 3aTpygHeHa XWUCTOMOrMYyHa Bepudpmkaums, Obikalwa ce Ha pagkata U
pasHoobpa3Ha TymopHa nartonorusa. [lpu pegumua cnydanm, Han-BeposiTHO MO dUHAHCOBA
npuyMHa ce ycTaHOBsIBA funca WM HegocTaTbyeH naHen 3a Heobxogumust UXX- aHanus.
Peokute roHagHMW W EKTOMWYHM CMECEHU T[epMUMHOMW ca NaTOXUCTOMOIMMYHO TPYAHO
pasrpaHu4MMun oT peguua HeandepeHunpaHn ManmrHoMu.

2/ TMponyckn B KOMMSIEKCHOTO Jie4eHue, NpeavMHO MO OTHOLIEHME Ha MnbyeneyeHueTo.
[onsama 4vacT OT nauueHTUTe cnen HepagukanHa onepauus He ce Hacousat 3a JU1, dakr
npegonpenensu, nssgesata Ha KbCHUTE fnokanHu peuuameun. lponycka ce criegonepatvBHaTa
agoBaHTHa MXT npu Bb3pacTHM MaUMEHTU C pedkn MO3bYHUM Unu nepudepHn PNET. Toau
dakT ce ObIDKM HaW- BEPOSITHO Ha HegoCcTaTbuYHUTE LaHHM 3a nedebHaTa eeKTUBHOCT Ha
MXT.

3/ Iluncata Ha KOMNNEKCHU TepaneBTUYHU anropuTMM NMpu Tasm xeTeporeHHa rpyna Tymopu
AOMbITHUTENHO Briowasa HebnaronpusaTHaTa NporHo3sa.

V. MACTOTO Ha NbyYyene4yeHUETo B KOMMJIEKCHUSA TepaneBTUYeH
anroputTobm Ha repMmnHaTUBHOKIETbYHUTE TYMOPU

1.n'bqequCTBMTeﬂHOCT Ha NPpUMUTUBHUTE TepMUHaATUBHOKNETbYHU TyMOpU

1.1 3Hauumm chakTOopM Ha TYMOpHaTa NbY4e4yBCTBUTESNTHOCT

JTb4eyyBCTBMTENHOCTTA Ha 3MNOKaYeCTBEHHUTE TYMOPW 3aBUCKM OT peguua akTopu:
MNponsxong Ha TymopHaTa Knetka - enuTeneH, CbeAVHUTENHOTbKAaHEeH WM XemaTOreHeH
(KpbBeH). EnuTenHuTe  3nokayecTBeHM TYMOpPUM Ce  Xapaktepumsmpar CbC CcpefHa
nbyeyyBCTBUTENHOCT. [lopagn MNPUMUTUMBHWUS  KNeTbYeH MpOM3XO4 Ha  ManurHeHute
repMMHaTMBHOKNETBbYHU TyMOpWM OT MAypUNOTEHTHaTa podoHavarHa CTBOMOBa KreTka ce
ovakBa [a ca YMepEeHO UM CUMHO NMbYe4yBCTBUTENHN.
. CteneH Ha TymopHa AaudepeHumaumua (G)- Konkoto eamH Tymop e no 3psn(G1l)-
TONMKOBa € MNO-NbYepe3nCTEHTEH, NMOPaAM HUCKUS MUTOTUYEH KNEeTbYeH WMHAEKC. TymMopHuTe
KNeTkn Ha AudepeHunpaHns TyMop (BKMIOYUTENHO U Ha Ao6poKayecTBeHUs) ce AeNsiT MHOro
no-manko. OBGpaTHO- HeaudepeHunpaHute, aHannactTudHm Tymopu (G3-4) ca MHOro no-
NbYEeYyBCTBUTENHW, NOPaanM TSAXHATa HEKOHTpoNupaHa BUCOKA MUTOTMYHA akTMBHOCT. Hanm-
NbYEeYyBCTBUTENHN Ca AenswmTe ce TYMOPHM KneTkn ( B MUTOTUYHA dpasa). B Ta3n dasa Ha
KNeTbyHMsA UUKbN cybneTtanHute KneTbyYHN NPOMEHN Ce Bb3CTaHOBABAT HaN-TPYAHO.
o TymopeH o06eM- MO-rofNeMusaT CbObpXKa MNOBeYe HEKPOTUYHM U XMMOKCUYHU TYMOPHMU
KNeTKKn, KOUTO Ca KparHO NTbYEPE3NCTEHTHM.
o BbHWHM ¢hakTopu- Bb3pacT, BpeaHU HaBMuKM, OpYyrv Nnpyapyxasawm 3abonsisaHums.

3nokayecTBeHUTE TyMOpW Ce [JensaT Ha CWUMHO NbYevyBCTBUTENHW, CpeaHo
NbYEYYBCTBUTENHU U NbYEPEe3UCTEHTHU. CUNHONBbYEYYBCTBUTENHN Ca TyMOPW, MNpU KOWUTO
camoctositenHoTto JIJT ¢ posa m/y 35-60 Gy noctura 95% JITK. Ha npbB norneg,
onpefensHeTo Ha TyMOpHa NbYeYyCTBUTENMHOCT Ha rEePMUHATUBHOKNETbYHUTE TyMOpU
nsrnexaga Tebpae necHo!?
. HeandepeHuyupannte GCT unu CeMUHOM /OUCTEPMUHOM; MO3bYEH repmuHom/ ca
NbYeYyBCTBUTENHN 1 TOBA € N3BECTHO.
o OndepeHunpanute 3penn AobpokayecTBEHW U MarUrHEHW HErepMUHOMHU TymMOpu ca
NMbYEPE3NCTEHTHN.

KneTbyHaTa nbYeyyBCTBMTENHOCT NO  MPUHUMA  3aBUCU  OT  CTEneHTa Ha
AndepeHumnaumaTa Ha TymopHaTta knetka. JlbyeneyebHaTa npakTuka Ooka3Ba, Ye CMeceHuTe
rOHagHW 3roKa4YeCTBEHN HEFEPMUHOMHM TYMOPHM KINETKN Ca MbYePE3UCTEHTHU.
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Manko ce 3Hae 3a fbYeYYBCTBUTENIHOCTTA HA  EKTOMWYHUTE  MbPBUYHMU
repMUHaATMBHOKNETbYHN MO3b4YHM U nepudepHn PNET. CamocTtosiTenHaTa onepauusi ce
nocneasa oOT NnoLla NpeXxmnBaeMOoCT, KOETO Hanara agtoBaHTHO nedeHue- MNXT, cbyetaHo XT-J1J1
unn cnegonepatusHo J1J1.

OT nbyeyvyBCTBUTENHOCTTA M Kil. CTaAuN Ha CbOTBETHUSI TYMOP Ce onpenens uenta Ha
N (pagukanHa wnu nanuatmeHa); KMO, HeobGxogumata obwa KaHuepuumgHa aosa npu
camoctositenHo JUT unu komGuHmnpaHo ¢ apyru oHkonormyHn metoau J11 (nped-, cneg- wnu
nHTpaonepatnsHo w/unn XIJ/; dppakumoHnpaHeto Ha JUJ1 ( KOHBEHUMOHANHO, XMMep- Wunu
XMNopakUMOHNpPaHoO).

1.2 MaToxuctoreHe3a Ha NPUMUTUBHUTE FrePMUHATUBHOKIIETBYHU TYMOPU

[eTepmMuHMpaHeTo Ha o4vakBaHua edekt oT npunoxeHoto JIJ1  um3unckea
cucTtemMatmsmMpaHe Ha JbYeYyBCTBMTENHOCTTA Ha MNPUMUTUBHUTE  FEPMUHATUBHOKINETBbYHU
TymMOpU B 3aBUCMMOCT OT TdAXHaTa XxucToreHesa. Crnen nogpoGHOTO pasrnexgaHe Ha
natoreHesarta,  MONEKynsipHO-reHeTu4HMTe 1 MXX  aHanuManm Ha  NPUMUTUBHUTE
repPMUHATMBHOKNETbYHM TyMOpu LWe copMmpame MOArpynu HeonnasMym B 3aBUCUMOCT OT
TsIXHaTa NaTOXNCTOreHe3a n U3siBEHa JTbYEeYyBCTBUTENHOCT. M3siBeHaTa NbYeYyyBTBUTENTHOCT B
Tasn xeTeporeHHa HeonnasmeHa rpyna cnopeg Oosterhuis/1997 cboTBeTCTBa Ha pasnuyHaTta
XpPOMO30OMHa NaTonorMs Ha naTOXUCTOMNOMMYHO pa3Hoobpas3HNTE repMUHATUBHOKNETbYHM
Tymopu. Onpegenswy dakTop 3a bYedyBCTBUTENTHOCTTA Ha OadeH TyMOpP Ca XPOMO3OMHUTE
CTPYKTYPHU MPOMEHN, NPeaM3BUKBALLM CBPBXEKCNIPECUST HA OnpenesieHn reHn n/nnn HamaneHa
eKcnpecust Ha Apyrv, CBbp3aHn C OTKMOYBAHETO Ha NATONMOMMYHM PaCcTEXHU TYMOPHN (haKTopK
N XapakTepUCTUKH.

OnpegeneHn ca OBeTe KparHW U3sIBM Ha JTbYEYYBCTBUTENHOCTTA: JTbYEePE3NUCTEHTHU-
noarpynarta Ha HespenuTe TepatoMy U TYMOPUTE Ha XbATbYHOTO Mexypye (eHgogepmanHus
CVMHYCOB TYMOpP) W NbYe4yyBCTBUTEMHM- Mogrpynata Ha CEMWHOMW/repMMHOMM (BKNtoYBaLLa
cnepmaToUUTHUS CEMUHOM) .

OT reHeTUYHMSA aHann3 ce AOoKa3Ba HanMyue Ha CTPYKTYPHU XPOMO3OMHM MPOMEHN MPU BCUYKK
ManurHeHn (Hespenu) repMMHaAaTUBHOKNETbYHM Tymopu! W3kniodeHne npaeaT 3penurte
[o6poKkayecTBEHN TEpATOMMU.

1.2.1 ToHagHN repMUHATUBHOKIIETBYHU TYMOPU

TecTukynapHuTe CEMMHOMMU Ce pasfdensiT Ha TPpUM NATOXUCTONOIMYHU NOAKaTEropuu-
KnacuMyecks, aHanfactudHu u - cnepmatoumtHn.  1/CnepmatounTHUAT  CEMUHOM  Ce
xapakTtepuaupa 4ype3 12 nsoxpomosoma — i 12p (nogobHoO Ha 3penus TeCTUKynapeH TepaTtom);
oT XX — otpuuatenHa ekcnpecusa Ha PLAP, c-kit, OCT 3/4 . 2/ AHannacTM4eH MUTOTUYHO
akTuBeH cemmHoMm — UXX oTumTta- nosuieHa ekcnpecus Ha MIB-1 1 Ki-67.

M3Boa: OTumTa ce pasnmMyHa XUCTOreHesata Ha CNepMaTouUTHUS U aHannacTUYHUA
CEMUHOM.

FoHagHMAT AUCrepMMHOM MNpPoOM3XOXA4a OT OBapuanHUTE FEPMUHATUMBHWU KNETKN -
oountute. CbCTOM Cce OT HegudepeHuupaHu repMUHATMBHU  KNeTkW, dopmmpaim
eMmbpuoHanHn un HeembpuoHanHu cTpyktypu. B 3% oT aucrepmmHomute ce cpewat
CUHUNTNOTPOOBNACTHM KNeTbYHU enemeHTn. MXX- ancrepMmMHOMHUTE KNeTKU ekcnpecupar
PLAP, CD117 (ekcnpecupaH oT c-KIT-rena), OCT3/4, SALL4 n umtokepatuH. OTumuta ce
oTpuuatenHa ekcnpecns Ha EMA, S100 npotemH, CD45(LCA) wnm  AFP.
CwvHumTMoTpohobnactHo HanogobsBawmTe ruraHTckm knetkm otgensat BHCG, npoTtewH
nanckesaw, XX aHanus. MNogobHu nponudepupalliM enuTenongHn KneTkn ce oTymTaT npu
enutenonaHuTe HeagudepeHuupaHn capkomm / noaTun Ha nepudgepeH PNET.
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M3Boa: 1/ [okasaHa e egHakBa NaTOXUCTOreHe3a Ha KIacU4ecKusi TeCTUKynapeH
CeMWHOM M SANYHUKOBUA AucrepMumHoMm. 2/ XucrtoreHeszata Ha CMECEHUA CbC
CUHUMTMOTPOMOONACTHM KNMeTbYHU eneMeHTU [UCTePMUHOM ce pgobnuxkaBa p[o
nepucgepHna PNET/ektonuyeH cmeceH repMuHoOM, ¢pakT, onpegensiu, nogob6HaTa
KneTb4Ha Nb4yevyyBCTBUTENHOCT.

1.2.2 FT'oHagHu cMeceHun repMMHaAaTUBHOKINEeTb4YHUN TYMOPU

Hama cboTBeTcTBME M/Yy naToxucToreHesaTa Ha roHagHuTe emMbpuoHanHu KapLumMHOMM
npy MbXeTe W XeHuTe. Te3n roHagHM TyMOpU Ce u3ABABAT KaTO CMeCEHW T[OoHagHu
repMMHaTUBHOKNETbYHM Tymopu. CmeceHuTe 4qanyHukosn GCT ce guarHocTyumpart psgko B
5%-8% oT Bcuukm 3nokadectBeHn GCT. [lpegumMHO ce AguarHoctTMumpaT CMECEeHM
ANCrePMUHOMM (AUCrepMUHOM+eHAO0AepPMarneH CUHYCOB TYMOp) C Hannyne Ha HeemMBpuoHanHa
ManurHusnpana krnetbyHa KomrnoHeHTa. OTymTa ce NOBULLIEHO CEPYMHO HMBO Ha HEBPOH-
cneundunyHaTa eHonasa, Kanuuin, nnaueHTapHaTa ankanHa gocdarasa (PLAP) u nponaktuHa.
Hanununeto Ha emOpuoHanHa KneTbyHa KOMMOHEHTa MNPW CMECEeHUTE TFOHagHU Tymopw
(cemmHom+ embBpuoHaneH KapumHoM+ roHagobracTom+ cMeceH ManurHeH Tymop) no3uTuempa
ekcnpecusata Ha OCT % wn C[ 30. ( CO 30+ Hanara O ¢ X04YKMHOB NMMAOM, aHannacTuyeH
numcom n embproHaneH KapLumMHoOMm).

U3son: lpu roHagHuTe CMeCEeHUM repMUHATUBHOKMETHYHU TYMOPU C Hanuyme Ha
ManurHMsvpanum emop1MoHanHn u HeeMOpPMOHaNHU TYMOPHU KNeTKU ce OTYUTa U3paseHa
NbYyepe3nCTEeHTHOCT.

1.2.3 MbpBUYHU €KTONMUYHN FEPMUHATUBHOKNETbYHU TYMOPU

eEKcTparoHagHun MO3BbY4HU U NepucepHU (MeanacTUHaANHN U peTponepuToHeariHu)
CMeCeHU HerepMmMHOMMU

Mopagn cxopHaTa MaTOXMCTOreHe3a Ha MbPBUYHUAT MO3bY€H, MeanacTUHaneH u
peTponeputoHeaneH repMMHOM, Mpou3xoXgaw, OT  ManurHuaupana wu  mMurpupana
MYyNTUNOTEHTHA poAOHayanHa kKneTtka, Te3an Tymopu TpabBa ga ce knacuduvumpaT KaTo
OUCTEPMUHOMM UM EKTOMUYHU  FTEPMUHATUBHOKIMETBYEHN TYMOpU C  HanuuMe Ha
MarurHu3npanu Hespenu eKTo, Me30 WNW eHAOoAepMarnHu KNeTbYyHu enemeHTu. 3a Tax e
XapakTepHa TUMNMYHa reHHa NaTonorms Ha TOYHO onpeaeneHy XpOMO30MU, BKIOYMTENHO U Ha
nonosute (Y n X). Tyk oTHOBO npucbcTBa M3oxpomosomarta 12p ( abepauusa Ha 12p u 1p).
OtbensazaHo 6e, 4e nuncea nogobue m/y natoreHesata Ha eMOBPUOHANHUA KapuMHOM npu
MbXeTe U xxeHuTe. OCHOBHUAT TepaneBTuyeH npobnem B Tasw rpyna e TBbpae pasnuyeH
TYMOpPEH oTroBop cnepd agwoBaHTHO JIXJ1, yecto gonbneawo onepaTtuBHus metoa!!l. Toea e
OCHOBHaTa MpuyMHa Te3n HeonnasMy Ja ce KnacuduumpaTr kato TymMOopu C pasnuyHa
nporHoszall. o-ToyHO KaszaHO ToBa ca TyMOpW C pPasnNUYHU NPeauKTUBHW akTopu, T.e.
onpeaensawm pasnuyHmMa TYMOPEH OTFOBOP KbM MOHECEHOTO aaBaHTHOTO neyenne (MXT, JIXI
unn camoctoaTenHo JU1). TaxHata nbyedyBCTBUTENHOCT ce geduHupa npeaumMHo  OT
KONMMYeCTBOTO M CbYE€TaHMETO Ha eMOPUOHaNHO- U U3BbLHEMOPUOHANHOTBKAHHUTE TYMOPHU
rHe3aa C pasnuyHa KneTbYHa audepeHuymnaums.

EkcTparoHagHuTe MO3bYHM W nepudpepHn (napacnuHanHuTe, MeguacTUHanHM u
peTponepuToHeariHm) CMeCeHW HEerepMMHOMHU TYMOPW U3UCKBAT CTPUKTHO AedUHUpaHe Ha
CbOTBEeTHaTa xucrtoreHesa ype3 VXX aHanus. JonbnHMTENHO ce uacneasat cepymHute VXX
HMBa Ha cneunuyHUTe TYMOPHM Mapkepu ( NpU MO3bYHUTE CMECEHW HErepMMHOMU — ce
n3nckBaT AOMbIIHUTENHO M NUKBOPHUTE MXX HMBa). CMeceHUTe eKTOMUYHW HEerepMUHOMHMU
TYMOpY Mpou3xoxgaT OT murpupanata MynTUNOTEHTHA poOAOHaYanHa comaTuyHa KneTka,
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nogobHo Ha nepudpepHnte PNET /Ewing-capkoMHata repMUHATUBHOKIETbYHA TYMOpPHa
damunus.

M3Boa: KomGuHaumsaTa oT pa3sanmMyHO KOJIM4YEeCTBO eMOPMOHANHN- U U3BBHEMOPMOHAIHU
TYMOPHU efieMeHTU C pas3nuMyHa KneTbyHa AudepeHumauus onpenens cboTBeTHaTa
CTeneH Ha TYMOPHa Nb4e4yBCTBUTENTHOCT- OT yMepeHa A0 U3pa3eHo NTbY4epe3nucTeHTHa.
ToBa ce oTHacA npeAUMHO 3a TyMoOpHaTa NbYe4yBCTBUTENIHOCT Ha EKTOMUYHUTE
CMEeCEeHU HerepMMHOMM.

e Mo3bueH u nepuceper PNET

HeonnasmuTte ¢ egHakBa XpoMO30MHa TpaHCrokaumsl (TpaHcnupaHe Ha 4vact ot 11-ta
KbM 22-pa XpomMo3oMa) M NaTOXMCTONMOrM4yHO nogobue dopmupat Ewing-capkomHaTta
repMMHaTMBHOKNETbYHA TyMOpHa (hamunus. B Hes ce BknoysaT Ewing-capkom, nepudepeH
PNET u tymop Ha Askin. MonekynsipHO-reHeTUMHUTE MPOMEHN M pasnMYHO M3paseHaTa Ao
onpegeneHa crTeneH HeBpoekTogepMmanHa AudepeHumaumss ce npeactaBs 4ype3 yYMepeHo
n3paseHa XMMMo- M nbyeyvyBCcTBUTENHOCT. [pn Mo3byHMss PNET ( Bkn. megynobnactom u
AT/PT) He ce OoTKpvBa TpaHCOKauMs Ha 22-pa XpoOMO30Ma, HO BCEKM MOLTMM Ha MO3bYEH U
cnnHaneH PNET ce xapaktepuaupa cbC crneunmduyeH reHetmyeH gedekt. Mo3byHUTE U
nepudepHn aTunnyYHn Tepato/pabaonaHm TyMopu ce xapakTepuampaT C reHeTu4eH aedekT Ha
22911,2, 6e3 TpaHcnokauusa Ha 22-pa xpomo3doma. MogobHu reHeTudYHM NPOMEHN ce AokasBaT
npu enutenongHnTe HeandepeHumnpanmn capkomu/nogtun Ha nepudepeH PNET. CbyeTaHueTo
Ha ManurHmManpann eMopuoHanHM ekTo U Me3o4epMarnHu KneTbYyHu enemMeHTn onpeaenst no-
n3paseHaTa NbYepes3nCTEHTHOCT Ha MO3bYHUTE U nepudepHn AT- RT.
U3Bson: 1/Pa3nuyHoO u3siBeHaTa HeBpoeKkToAepmMmalriHa KneTb4yHa AudepeHuuauma Ha
NbPBUYHMUTE MO3BbYHU U nepucbepHn PNET onpeaens pasnuMyHata cTeneH Ha TyMOpHa
NbYevyyBCTBUTENIHOCT- OT YyMepeHa A0 nbyepe3nucTteHTHa. ToBa pasHoobGpasue
Hanoaob6siBa pasfiMyHO M3AIBEHTaTa JNb4Y4e4YyBCTBUTENTHOCT Ha E€KTOMUYHUTE CMEeCEeHWU
repMMHaTUBHOKIIETBYHU TYMOPMU.

2/CbyeTaHMETO Ha ManUrHusvpanm emMOpMOHaNHMU €eKTO- U Me3oAepMarHu
KNeTb4HU efleMeHTU Npu Mo3byHUTe U nepudepHn AT- RT onpegensa TaxHaTa uspaseHa
NbY4epe3nNCTEeHTHOCT.

3/ EnntenongHuTte HeaudepeHuupaHm capkomm ( noarTun Ha nepucpepeH PNET)
Cca naToreHeTUYHU npepLwecTBeHMUM Ha HeaudepeHUMpaHUTe eMOpPUOHaNHN capKoMM.

1.2.4 EM6puoHanHun aobpokayecTBEHN TYMOPU

Em6puoHanHute gobpokayecTBeHM TymMOpu Ce OnpefenaT KaTto rpaHuvyHW, nopagu
arpecuBHa nokanHa MHUNTpPauUns U HEBbL3MOXHOCT 3a paaukanHa onepaums. Te cdopmupaT
rpynarta Ha KpavHO NbYepe3nCTeHTHUTE eMOpMOoHanHN O6poKayYecTBEHN TYMOPU, U3NCKBALLN
BUCOKOTEXHOSIOMMYHO CTepeOoTaKCU4YHO JI. lMpeononsBaHeTo Ha n3paseHarta
NbYEpPesnUCTEHTHOCT  M3UCKBA  ApyrM  nbyeneyebHn MetoaM Kato  ppakuMOHMPaHO
ctepeoTtakcnyHo JI1, JIJT ¢ yckopeHu YyacTuum- YCKOPEHN HEOTPOHM, MPOTOHM U MU-ME3O0HM.

CteneHu Ha NBbYe4YyBCTBUTEJNTHOCTTA HAa repMUHATUBHOKINETbYHUTE TYMOPU

OdopmAT ce YeTUpU Noarpynu repMMHaATUBHOKNETHYHM HEOoMsasMm € pasfnunyHa
nbYyevyyBCTBUTENHOCT. 1/ CunHO nbuye4vyBCTBUTENHU — A/ roHageH ceMuHoMm; B/ Mmo3bueH
aucrepmnHomMm; 2/ YMepeHoO mnbuepe3ncTeHTHU- A/ oBapuaneH gucrepmMuHom ¢ unun 6es
CUHUNTNOTPOOBNAcTHM KNeTbyHN enemeHTn; B/ Mo3buHM M cnuHanHum PNET; B/ Ewing-
CapkOMHa repMmMHaTUBHOKIIETbYHA TyMopHa chamunusa/ KocteH Ewing-capkom mn nepudepeH
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PNET; I/ ekTOnn4HM NbpBUYHM CMeceHu aucrepmmHomu; 3/ U3pa3eHo nbyepe3ncTeHTHU- A/
rOHagHW CMEeCeHW HerepMmHoMu; B/ MO3bYHW, CnMHaNHW M NepudepHM aTUNU4YHU Teparo-
pabgongHn Tymopu; B/ HeaudepeHumpaHm emOpuoHanHu capkomn 4/  KpawnHo
nbyepe3ncTeHTHU—A/ BucokogmdepeHumpaHn aobpokadyecTBeHNn eMOpMOoHanHU Tymopu
(xopaom n kpaHeodapuHreom); b/ 3nokadvecTeeH TepaTtom; B/ eHoogepmaneH CMHYCOB TyMOp.
3abenexka: KnetbyHata aHannacTMyHOCT npu Ewing-capkoma e npuyvMHa Ha Mo-u3siBeHaTta
NbYEYyBCTBUTENHOCT B cpaBHeHue ¢ nepudpepHmnss PNET/Heonnasma ¢ HeBpoeKkTogepmarHa
KneTbyHa andepeHumnaums.

Ha ®wur.32 e nokaszaHa natoreHe3aTta Ha NPUMUTUBHUTE FrePMUHATUBHOKMETbYHU

Tymopu. OkasBa ce, 4Ye Tymopute C emMOpMOHaNHOTbKaHHa reHesa (eKTo, Me30 U
eHgogepmMarnHa) u TymopuTe C W3BbHEMOPWOHANHOTbKAHEH Mpou3xod wmaTt u3paseHa
KnetbyHa audpepeHumnaumnsa. CxematnyHo Ge onpegeneHa rpaHuuata M/y YyMEPEHO U CUITHO
n3paseHaTa IbYEepPe3UCTEHTHOCT, CbOTBETCTBaWla Ha naToreHesaTa Ha MNPUMUTUBHUTE
repMUHATUBHOKITETBYHU TYMOPW.
[unarHocTtukaTa n gudepeHumanHaTa gnarHosa Ha eKTONMMYHUTE CMECEHN PeTponepuToHeanHu
U MeguacTUHanHu HerepMmHomu M Ha nepudepHmte PNET um3uckBa peguua wnscrnegBaHus-
natoxucrtonormyeH aHanms, VXX naHen; npy Heo6XxoOUMOCT eneKTPOHHOMWMKPOCKOMCKA W
MOMEKYNAPHO-reHeTnYeH aHanus. MNepudepHuTe cMeceHn HerepmmHoMn HanaraT XX aHanus
Ha cneunuyHuTe TyMOpHM Mapkepu! MO3bYHUTE HErepMMHOMU U3UCKBAT U3ACHABAHE Ha
CEPYMHUTE WU NIMKBOPHM HUBA Ha CbOTBETHUTE TYMOPHW Mapkepwu. HegocTaTbyHUTE U MbITHU
uscrnegBaHus ca MpuYMHa 3a KbCHaTa guarHOCTMKa MNpu ropecrnoMeHaTute 3abonsBaHus,
npegonpenensuim nowaTa NnporHosa, BbNpekun NpUnoXKeHOToO KOMMNIIEKCHO feveHune.

TEPMWHATUBHOKIETBYHWEMBPWUOHAITHW TYMOPK

MANHrHHEZHpana
poAOHAYanHa
KNETKA

unu CTBONMOBA KINETKA

Heonnasmu ot 6asanuure une'mﬂ

——

EMBPUOHAMHIA MO3Ib4YHIA
TYMOPUK-
PNET (ekn. nuHeobnactom)

Tymop oT
NNYpPHNOTEHTHA
poAOHaYanHa
emOpHOHANHA KNeTka

HIBBLHEMBPHOHANHH

eMOPHOHANHH
ThKAHH I T,
ThKaHH
|)K'I=I1TI='-IEH Mexyp | EKTOAEPNA ]

\ mzmgepm SVIORDN
L1 L
TepaTom (2pAn TEPaTOM; MANUIHEH
TepaToM= emdpHoHaneH Ca; TepaTomc
EHA0AEPMANEH CHRYCOB TYMOP Cas"repa -
Tpochobnact
XOpHoKapuvHOM

dwur. 32 CxemaTnyHa rpaHmua M/y yMepeHo 1 CUIMHO 13paseHa bY4epe3nCTeHTHOCT,
CbOTBETCTBALLA Ha naTtoreHe3aTa Ha NPUMUTUBHUTE rEPMUHATUBHOKIETbYHU TYMOPU
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N3Boau:

1/ToyHata  naTtoxucrToreHesa e npeaAnKTUBEH ¢akTop 3@ NPUMUTUBHUTE
repMMHaTUBHOKIIETHYHU TYMOpPM. Ta onpeaens CbOTBETHaTa TYMOpHa
NbyevyyBCTBUTENHOCT U o4yakBaHUA edekt oT npunoxeHoto J1IJ1 B KomnnekcHuA
TepaneBTUYEH anropuTbM.

2/ Uenta Ha aproBaHTHOTO J1J1 B KOMNNEeKCHOTO nevyeHue Ha MO3b4YHMA PNET wu
NbPBUYHMUTE MO3BYHU CMECEHU HErepMMHOMM He ce onpeaens OoT CbOTBETHUA KITMHUYEH
cTagun U TYMOPHOTO pa3npocTpaHeHue. PaaukanHute Ao3u ca nNoKasaHu Kakto npu MO,
Taka n npu M1.

3/ YMepeHO u3fiBeHaTa CTeMneH Ha NbY4epe3nuCTEeHTHOCT Ha nepudepHUTe U MO3bUHMU
PNET, KaKkto 1 Ha EeKTONMUYHUTE MO3BbYHU U NnepudepHn CMeCeHn HerepMMHOMM Hanara
agloBaHTHOTO cneponepatuBHo JIJ1 unm J1J1 kom6uHupano c MNXT.

4/ Mpu eKTONUYHUTE peTponepuToHeariIHu U MeaAuacTUHANHU HerepMMHOMMU ce Hanara
aproBaHTHO cneponepatuBHo JU1 nnu otnoxeHo J1J1 (caMOCTOATENTHO MNKU CbYETaHO C
XT) B 3aBUCMMOCT OT KOMOMHaLMATA HAa MafIMrHEHUTE CMECEHM KIeTbYHU KOMNOHEHTM.

MeToau 3a noBuwaBaHe Ha Nb4e4yBCTBUTESTHOCTTAa HA CMeCeHUTe HerepMMHOMM,
MO3Bb4HU U nepucepHn PNET

Mpn yMepeHo nNbYepesnCTEHTHUTE MO3b4yHM U nepudepHn PNET, kakto n npwu
EeKTOMUYHUTE CMECEHUN HErePMUHOMM Ce Hanara KOMMJIeKCHOTO fieyeHue:
1. HeoapgloBaHTHa MXT- CucrtemeHunst xapaktep Ha HerepmmHomute U1 PNET  Hanara
npegonepatusHa MXT. 2. Onepauma- lNpu rondama 4act OT 3. TYMOpM € Bb3MOXHa
MaKCuUMarHo pagukanHa onepauunsa cnen HeoagtoBaHTHa MNXT ¢ gobbp TymopeH oTroBop/ Ty
peaykums. 3. JlbyeneyeHue- npegMMHO C aAtoBaHTHA Len- criegonepaTtMBHO CaMOCTOATENHO
J11, cbueTaHo JIXJ1 nunu kombuHmpaHo c MNXT- J1J1.
MoBuweHaTa TymMOpHA NbYeYyBCTBUMTENHOCT Ce MnocTura 4pe3 crnegHute nbyeneyebHn
nogxoau:
- lpunoxeHne Ha KOPNYCKYNAPHM MWNOHM3MpaWmM nbyeHua - [locTturHatute
NbYEBONHOYLMPAHN NPOMEHN B CTpykTypaTa Ha [HK- netanHu unu cybnetanHu 3aBucAT OT
€CTECTBOTO Ha MNPUMOXEHOTO MOHM3MPAaLWO nbyeHne (POTOHHO WU YCKOPEHM 4acTtuum)!
YCKOpeHUTE YacTuLmM ca MbYeHUA C BMCOKO NMHEWHO npugaBaHe Ha eHeprusTa (JME). JI1 ¢
YCKOPEHW NPOTOHW Ce npunara npeguMHO Mpu KpanHO NMbYepe3nCTEHTHN AoBpoKavyecTBeHUTE
eMbpuroHanHn TymMOpu -XOpAOM, KpaHuodapuHreom. YCKOpeHuTe MNpOTOHU nNpeausBuKBaT
MacuBHa KrneTb4yHa CMbPT, BCeAcTBUE Ha KOHLeHTpupaHn netanHu OHK-yspexaaHus.
- TNpunoxeHne Ha BUCOKOTEXHOJSIOTMYHO NTbYernie4yeHne — potaumoHHo J1J1, TpunamepHo
KoHgopmanHo J1J1, uHTeHsmBHO wmogynupaHo JI1 (IMRT), detupumamepHo JIT (IGRT),
ctepeoTakcnyHa paguoxmpyprua (304). BCuukn Te3nM BUCOKOTEXHOMOMMYHM MTbYEBU TEXHUKK
nMaT Bb3MOXHOCT 3a peanuampaHe Ha BUCOKM KaHuepuumaHm gosmn B KMO, npu eaHOBpeMEHHO
MaKCUMarHo 3anas3BaHe Ha OKONIHUTE HOPMarHW TbKaHu 1 opraHn. NogobHn ca npegmMmcTBaTa
Ha CTEPEOTAKCUYHOTO HopMmodpakumoHupaHo JIJ1. To ce npunara npegumHoO  npu
BYCOKOAMMEPEHUMPAHUTE  MbYepe3nUCTEHTHU eMBpuoHanHn  Tymopu (xopaom n
KpaHeogapuHreom).
- HekoHBeHUMoOHanNHO ¢ppakumoHmpaHe Ha JlJl. [okaszaH e pagnobunonornyHmng
nbyeneyebeH nNpuHOC OT XunepdpakuMOHMPaHOTO M YCKOpeHoTo/ akuenepupaHo J1J1 3a
Obp3ogenswmTe ce TyMOpHU KneTku. Llenta e HamaneHo Bb3CTaHOBsIBaHe Ha cybnetanHute
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KNeTbYHM MNPOMEHM B TYMOpHUTE KMNeTkm no Bpeme Ha JUJ1.  AkuenepupaHoTo
xunepdpakumoHunpaHo J1IJ1 3HaunTenHo HamansiBa TymopHarta pernonyrnauusa no speme Ha JiJl.
HekoHBeHUMOHaNHOTO bpakumoHmpaHe Ha J1J1 ce npunara npu Mo3byeH PNET(BkMo4BaLy
mMeaynobnactoma) n npu nepudepHnte PNET/TymopuTte oT Ewing-capkoMmHaTta hamunus .

- Kom6uHupaHeto Ha MNXT c JI1 (cbyeTaHo vnu nocnegoBaTenHo) nosuwasa neyvebHus
edekT, nopaam cymmpaHe Ha KaHuepuungHute edpekTn oT aBarta nevyebHu meToaa.

- KombGuHMpaHe Ha MHTepcTUUManHaTa bpaxuTepanusa ¢ XunepTepmMua- NpeanmHoO npu
PE3NCTEHTHU MHOMNEPabunHM peunanBm Ha 310Ka4YeCTBEHUTE repMUHATUBHOKNETbYHM TYMOpW
npv geua v Bb3pacTHu (485).

- MUHTpaonepatnuBHo Bucokoao3Ho JUT- npeguMmHO npu AeTckuTe conuaHu TyMOpU WU
nepudgepHnte PNET/Tymopute oT Ewing-capkomHata doamunus/(300).

2. JlbyeneyeHune Ha repMMHOMHU TYMOpPU
2.1 JlbyenevyeHme Ha MO3b4HU eKCTparoHagHun repMMHOMMU

MMHeanHUAT repMUHOM M YUCTUTE TECTUKYSTapHN CEMMHOMM Ca Knacuyeckn npumep 3a
CUMHO  NbYedyBCTBMTENHU Tymopwu. [laToxucTtoreHesata Ha MUHeanHUs repMuHOM,
npou3xoxaally, OT ManurHuaMpana murpypana MynTMnoTeHTHa poaoHadanHa knetka (220), ro
onpegensa Kato AUCTEPMUHOM C pasnnyHO OBUONMOrMYHO noBedeHue OT YUCTUA TFOHadeH
ceMVHOM. 3a XMCTOnorMyHa BepuduKaums ce npunara crepeoTakcudHata 6uoncus. Tosu
TYMOp Hanara uHaMBuayarnHa npeueHka Ha pucka OT AaneyHo- NenTOMEHUHreanHo 1 NMMKBOPHO
MeTacTasunpaHe.

AnckytabunHo npunoxeHue Ha JI1: MNopagu psako cpelaHnTe cnyvyan Ha NMbpBUYEH
YACT KpaHuaneH repMUMHOM HsiMa KoHceHcyc 3a ontumanHua KMO wu Heobxogumarta
KaHuepuumaHa nbyeBa gosa. CtaHgapTtHoTto J11 (Npsiko 3aBUCUMMO OT Bb3pacTTa Ha nauueHTa)
BkntouBa KCJ1JT go OO 23-36Gy cbe TymopeH ctopgosax go O0[cym.40-55Gy (269). Cnea
nokanHo JIJ1 ¢ peanusmnpaHe Ha OO[0>50 Gy B Tymopa, nocrneasaHo oT MNXT ce HabniogasaT
rPaHWYHN peuMaMBu B CbCeOHUS HeobnbvyeH MOo3byeH napeHxuMm. LlenomosbuHoTto J1J1,
nocnegsaHo OT CBPbXA4o3vpaHe BbB BEHTPUKYNUTE, a Ha cnegsBaw, etan u B Tymopa,
3HaAYMTEITHO HamansaBa NoKaNHUTE U rPaHNYHN MO3bYHW PELMANBN.

CnuHanHoTo enektuBHO JUJT npu 4nctute HemeTacTasupanu nNUHeanHn repMUHOMU e
npoTtusopeumBo (292,110,269,34). CnegonepaTuBHOTO wunu cnegduoncnyHo cnvHanHo J1J1,
OTYMTa MUHUMAIrIEH PUCK OT CNWHANHO MeTacTa3upaHe, NPSKO 3aBMCUM OT XMCTOmNormsTa Ha
CbOTBETHUSA NMHEarieH repMUHOM (YUCT unm cmeceH). CNMHanHOTO NIMKBOPHO MeTacTasnpaHe e
NPSIKO 3aBMCUMO OT HaNM4YMETO Ha CUHUUTUOTPOOBNACTHN TyM. ENeMEHTM UK Aanun ce kacae
3a CMeCEeH repMMHOM.

Hanara ce yToyHsiBaHe Ha onTumanHata cymapHa KaHuepuumgHa OO[ 3a uuctus
repmmHoMm. OTyeTeHa e curHuukaHTHo nogobpeHa obuwa cBobooHa oOT 3abonsBaHe
NpexXmnBAEMOCT crief noulaBaHe Ha cyMmapHaTa obuia TymopHa fosa > 40 Gy, a cnopepn opyru
aBTopu > 50 Gy (269). Npn YMCT repMrUHOM C BUCOK PUCK 3a NIMKBOPHO M NENTOMEHUHrearnHo
MeTacTasupaHe (ronam no ob6em Tymop, HanuuMe Ha WHTPaBEHTPUKYNIHA TyMOpHa
MHUNTPaUMs u/unm nHTpaonepaTnBHO kbpBeHe) ce Hanara KCIJ1 ¢ TymopeH ciopgosax Ao
OO[cym 55 Gy. Heobxogmmata OO/ B uanata KpaHMOCNMHAaNHa oc 3aBUCKM OT Bb3pacTTa Ha
naumeHTa. Hanuumeto Ha CUHUUTUOTPO(OBNACTHN KNETbYHU eNeMeHTU (MOBULLIEHN CEPYMHMU
HuBa Ha BHCG) onpegensa cmeceHus xapakTep Ha repMumHoma (MogobHO Ha roHagHus
CEMVHOM) U BUCOKUSA PUCK OT NENTOMEHUHreanHo, NIMKBOPHO W AaneyHo ecKTpakpaHuanHo
MeTacTasunpaHe.
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U3Boagu: 1. Ynctute NnUHeanHn repMMHOMM ca peaku MO3BbYHU FrePMUHATUBHOKIIETHYHU
TYMOpPM C WU3sIBEHa nbyeyvyyBCTBUTENHOCT. Crnen oOTXBbpnsiHe Ha pakTopuTe,
onpeaensilw BUCOK PUCK OT NeNTOMEHUHreanHo U JIMKBOPHO MeTacTa3upaHe, ,,umcture”
nuHeansnnHu repmmHomu noanexat Ha J1J1 Ha uanoto LIHC cbc cBpbxao3npaHe B Tymopa
go 00[- 50-55 Gy.

2. Tpw BCeKU KNMHUYEH Clly4ah ¢ MO3bYEeH repMUHOM Ce Hanara npeLeHka Ha
pUcCKa OT KpaHMOCMUHANHO MeTacTa3upaHe Nno sieNnTOMeHUHreaneH U NIMKBOPEH NbT.

3. KCINJ1 ce Hanmara npu repMMHOMM CbC CUHUUTMOTPOcpoGnacTHa K.
KOMMOHEHTa, ronemm no o6emM ,4YucTu” repmmHoMM € cybeneHAMMHa TyMOpHa
MHUNTpaumM u/unm NHTpaonepaTMBHO KbpBeHe, T.e. TYMOPU C BUCOK PUCK OT JIMKBOPHO
MeTacTasupaHe, nMNpu MOJIOKUTENHA JIMKBOPHA UUTONOrMA-T.e. JIMKBOPHO wu/unu
cyb6apaxHoupanHo meTacrasvparnm ,,4ucTn” repMmMHOMM .

\\ Bb3pacTTal cbe cropaosax go OO0 55 Gy +4 k.
' NXT

repMMHOM CBC CMHUMTHOTPodoBRACTHI K.
eneMeHTH 1 BUCOK PUCK OT NenTOMeHUHreanHo
W IMKBOPHO METacTa3upaHe

TNokanHo | uenomosbyHo! NN ao 00 55 Gy + NMXT

FepMuHOM

duoncual
peseKkumna

2 k NXT + KCNN/ c 00[] B 3aBUCMMOCT OT

HerepMHHATHEHOKNETEYHH TYMOpPH- EMBpHOHaneH Ca, XOPHOKAPLHHOM,

cmecedd GCT, eHAOAEPMANEH CHHYCOE TYMOp
g

§
HemeTacTasHpaw, — 2% PEl — ¢ |— 2xPEl —[{ |— 54 Gy nokanuo JIN
TYMOPHH ]
mapkepH + o |
GHoncHA MeTacTasHpaw, — 2 xPE 2xPE i KpannoenuHanio JII-

30Gy + 24Gy
CIOPAGSAX B TYMOpA

o = —

®ur.33 KomnnekceH ne4yebeH anropmuTobm npn Mo3b4HU U CMUHaANHU TEPMUHOMHU U
HErepMmMHOMHN TyMOpKU

4, ONTUMANHOTO JfleYeHMe Ha ,uucTU”’ nMNUHeanHn repMMHOMM, nocTUrawo
avnrotpaeH JITK M Bucoka 5 roa. npexmBAeMOCT € KOMIMJIEKCHOTO, BKJHOYBALLO
xuctonornyHa Bepucpmkaums, JIJT u NXT. KomMOMHMpPAHOTO nbue- XMMUOsNeYeHue ce
npeanara npu ,YucTu” nNUHeanHNW TEepPMUHOMM C HUCBK U BMUCOK PUCK OT
NenToOMEeHMUHreanHo U JIMKBOPHO MeTacTa3vpaHe.

5. TMocnepoBatenHoctta Ha [XT wu JIJ1 ce onpegena oT TyMopHaTa
XapakTepucTuka- CMeceH WNnM ,YUCT’ FEepMUHOM C HUCHLK WU BUCOK puck. lpwm
cmeceHuTe remmHomu ce npoBexaat 4 K. MNXT, nocneasann ot KCIUJ1 unu nokanHo JIJ1 B
3aBUCMMOCT OT Hanuuymeto- M1 unu nuncata Ha metactasu- MO. Bucokopuckosute
»YMCcTU” repmmHomm wusuckBatr 2 k. MXT, KCJIJ1 cbc croppos3ax M nocnegsaua
apgroBaTHaTaHa MXT.
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2.2 JlbyeneyeHue npu eKCTparoHagHU MeaMacTUHANIHU U peTponepuToHeanHu
repMMHaTUBHOKNETHYHU TYMOpPU

EkcTparoHagHUTe  repMMHATMBHOKMIETbYHM  TyMOPW  MpeacTaBnsBaT  €KTOMUYHU

MarnurHu3npany MoHoAepMarHu TepaTtoMu, BKIOYBALLM COMATUYEH TUN KNETbYHU eNeMeHTH.
1/ 3paAn MoHoaepMarneH TepaTom

Mpwn xeHun Ha 40r. B 2,7% ce guarHoctmumpa ctpyma osapuun. lMogobeH Ha cTpyma
oBapuM TECTMKynapeH TyMOp He ce oTkpuBa. B sM4HMKa ce pguarHocTMumMpa CcTpoMarned
KapuuHoung, ¢ HeBpoekTogepManHa gudepeHumnaumns (PNET).
U3Boa- OTyeTeHa e pasnuyHa naTtoreHesa Ha MOHoAepMariHUA TepaToM MpPU MbXeTe U
XeHuTe.

2/ 3psan moHogepMareH TepaToM CbC COMaTUYEH TUM 3fI0Ka4eCTBEHU TYMOpU

ToBa e Bb3pacTOB TUN ManUrHeH TepaTtoM U3rpageH OT TbKaHW, Npoumsxoxgaliy oT
eouH embpuoHaneH cnon. MNpu npeobnagaBaHe Ha 3penuTe KNeTku ce oTdyuTaT U MarurHeHo
TpaHCOopMUpPaHU He3penu TepaToMHN KneTkn (Pur.34).
He3penute TepatoMHM TbKaHuM ce pasgensat Ha: 1/ Hespenu ekrogepmanHuM TbKaHMU-
NpeanMHO HEBPOEKTOAEPMAalHN PO3eTKN 1 Tybynu; HopManHu cepyMHu HuBa 3a AFP n HCG,
CA 125- noBuweHn cTtonHocTu. 2/ He3pan mMe3eHXMM- a/ MMKCOMAHA CTpOMa C OrHUWA Ha
andepeHumnaums; 6/ Hespsan xpywsan; B/ Heapsina mactHa TbkaH; r/ octeona, pabgommnobnacTtu.
3/ Hespenun eHpomepmanHu TbKaHW: a/depHodpobHu; 6/ mHTecTuHaneH Tun ¢ 6asanHa
Bakyanusauus; B/ embproHanHa 6b6peydHa TbkaH ¢ Tymop Ha Bunmc.

FrEPMUHATMBHOKNETBHYHW TYMOPWU C TEPATOMHA XAPAKTEPUCTUKA

3pAn TepaToOM C OTHWLLA Ha HE3PAN

2
JesmonaHa KMcTa ¢ OrHULWA OT HEBPOENUTENHW ThKaHW nof 21mMm.

3pAn MoHOOepManeH TepaTom ¢ 3N0Ka4YecTEBHN TYMOPW COMaTUYeH TN

MeguacTHaneH N1 peTponepuToHeaneH repMMHaTUBHOKNETBYEH

TYMOPp C HANM4YWe Ha He3penwW eKTogepManH TbKaHHW enemMeHTH

®dur.34 N'epMUHATUBHOKIETHYHN TYMOPU C TEpAaTOMHA XapakTepucTuka

3a noTBbpXKAaBaHe Ha Te3aTa, Ye ekCcTparoHagHUTe repMUHATMBHOKIETbYHU TYMOPU ca
EeKTOMNYHM TepaToMU C He3penu ManurHusnpanu TbKaHHU enemMeHTU wWe cbnoctasum UXX
aHanmsu Ha He3psan SMYHUKOB TepaToM ¢ nepudepeH PNET:
1/ XX npu He3psin ManurHeH SMYHMKOB TepaToM: nonoxutenHa Ha NSE, HeBpodunaMmeHTeH
npoteunH (NFP), CO99. OtpuuatenHu kbm: CK, CAM 5-2; EMA, xpomorpanuH n S100 npoTeuH.
2/ XX npu nepudpepeH PNET: NSE +, Vim+, NFP+/-, CK - /+, CD99/ +, B2ZMG+. OTtpuuatenHu
kbMm: LCA, Des n MSA.

MU3Bop: 1/ MbpBUYHUTE MeanACTUHANHU U PeTponepuUTOHeanHn repMMHOMU ce npuemar
3a OUCrepMMHOMM WIIM EKTONMUYHU TFepMUHATUMBHOKIETbYHU TYMOPM C Hanuuve Ha
ManIMrHM3npanu Hespernu eKTo, Me3o UMM eHAoAePMariHU KNeThbYHU eNieMeHTMU.

2/ JNb4eu4yBCTBMTENHOCTTA Ha €KTOMUYHUTE rePMUHATUBHOKIIETHLYHU TYMOpU €
nNpsiko 3aBUCUMA OT NpeobnagaBaHeTO Ha e4uH OT ManurHU3upanuTe eKTo, Me3o UMM
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eHaogepManHu KneTb4YHU eneMeHTU. 3a [oKa3BaHe Ha naTtoxXucToreHesara Ha
CbOTBETHUSA TYMOP Ce Hanara naroxucronormyHa sepucukaumsa ¢ UXX- aHanus.

e Jlbyene4yeHue npu onepadbunHM MmeguacTUHaNHU U peTponepuUToHearH1

ceMUHOMU/ repMUHOMMU

CneponepatmeHoTo MegmactuHanHo JIJT (oo 40-45 Gy) ce Hanara Bbnpeku

npoBedeHaTa pagukanHa onepaumsi. 3agbimKUTENHO € crieq HepaaukasnHa TYMOpHa pe3ekuusi.

Mpy MUKPOCKONCKN M/MAN MaKpPOCKOMCKM TYMOPEH OCTaTbK Ce WU3UCKBAT BUCOKU NbYeBU O03U-

Hag 50 Gy. CamocTtostenHoTo J1J1 Ha mMeguacTMHanHUTE TyMOPKU NpU NPOTMBOMNOKAa3aHUS 3a

onepauusi, Hanara sucokm OO 50-60 Gy npu KMO, Bkniouysaly uUenus mMeguactuHym C

OBYCTpaHHUTE LWKHM 1 HagknoumdHm JIB. Cnep npoeegeHo J1J1, natoreHesata Ha
3abonsBaHeTo Hanara oocwxagaHe HeobxoanmocTtTa oT MXT!

e Jlbyene4yeHue Npu MHONEepPaGUITHU MeAUACTUHANHU CEMUHOMU/TePMUHOMMU

OunckytabuneH e koMmnnekcHus nevebeH noaxod nNpwu HemeTacTtaTudHO 3abonsaBaHe
(MO) panu cnep 4 kypca HeoagtoBaHTHa MXT npy NAaTOXMCTONOrMYHO BepuUdmLmnpaH octaTbyeH
Tymop ga ce npogbimkm ¢ MNXT nnu ¢ otnoxeHo meamactuHanHo J1IJ1? B npeasug ectecTBoTO
Ha TO3N MNPUMUTUBEH rEepPMUHATMBHOKMNETbYEH Tymop cnefd 4 k. NXT ce Hanara OTNOXEHO
camoctosaTenHo JU1 wvnn cwyetaHo JI-XT npu KMO, BknoyBal, uenuvs meguMactuHym C
HaZKN4YUYHUTE 1 WninHK J1B aByctpaHHo. J1J1 e nannaTtueHo npu M1.

| npu npoTMBONOKa3aHWA 33 onepauus \\/

i
OnepabunHuW pagdEania CAMOCTOATEN
P [: DNepauva cnefoonepaTtTUuBHO o NN

nn MXT?
MegMacTMHannHM K1 I HEpagHKanHS l:-:'-'
peTponepuTOHeanHun I [ onepauya

AncrepMMHOMM L .
MHonepabumnHm ; 4 Kypca [LJ MR Apm M- NXT
~1 KT "4 OCTAETBYEH
l—’ LWMOF, Bea M1 nanuatueHo T
nokaned pewanue- NN, XT uny peonepauga C avam c pvEn |
H&EJ 3 . mog 3 Cha
TIpE OO - [T rp———
[Owoncus — 1 MXX - pokaszeawa
repMUHaTHEHOKNETEYeH
CamocToATeNnHO B TVMO
unu cke4etaHo ¢ MNXT
NXTcneg NN

®ur.35 TepaneBTUYEH anropuTbM NpU eKCTParoHagHN MeanacTUHaNHN repMUHOMHM
Heonnasmm
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2.3 Jl'byeneyeHue nNpu roHagHUTE rEPMUHOMMU

2.3.1 ll'byeneyeHuve Npu roHagHU repMUHATUBHOKIIETBYHU TYMOPU B AieTcKaTa
Bb3pacT
OcHoBHaTa TepaneBTMYHa poris Npu Te3n TyMopu ce oTgaea Ha onepaumsita u MNXT. 3a
BMCOKOPUCKOBW MALUUEHTN C XUMMUOPE3UCTEHTHU roHaaHu repmuHomun B Il u IV kn. cT., JIJ1 ce
npunara eanHCTBEHO C nanvaTtmeHa uen.

2.3.2 JlbyeneyeHue Npu TeCTUKyNapHU CEMUHOMMU

COHaQHUAT YNCT CEMUHOM € Krnacu4eckn npuMmep 3a e4uH OT Han-NbyYeyvyBCTBUTENHUTE
Tymopu. Heobxoammara kaHuepuumnaHa gosa e 28-30-40Gy. JleyeHneto e komnnekcHo. J1J1 e
afoBaHTHO criegonepaTtuBHo. M3sicHeHn ca Heobxogmmute KMO npu pasnumyHuTte crtaguu.
lMpe3 nocnegHnTe rogMHU ce Hanara TeHAeHUusaTa 3a HamansBaHe Ha obwuTe NbyYyeBn 4O3MN.

Cnen pagukanHa OpXMEKTOMWUSA, [OKa3aTeSfiCTBOTO 3a TECTUKyrapeH CeMUMHOM ce
6asupa Ha naToxucTonornyHaTa Bepudukauma B 3aQbI/DKUTENHO CbyeTaHMe C HOpMarHo
CepyMHO HMBO Ha aFP. lMoBULWIEHOTO CepyMHO HMBO Ha OFP e CBbp3aHO C HanMMuMeTo Ha
HECEMWHOMHM KNEeTbYHN eneMeHTn. TyMOpBLT ce Knacuduumpa kKato HeceMMHOM U TO3n dhakT
npomeHsi neyebHata crpaterns. CbyeTaHUTE CbC CUMHLMTMOTPOGOBNACTHU K. enemMeHTn
CEMVHOMM / CMeCEHN CEMUHOMW/ ce NeKyBaT KaTo HECEMUHOMEH TyMOp.

CneponepaTtmBHO agtoBaHTHO J1JT HA YNCT CEMUMHOM B 3aBUCUMOCT OT Kil.CTagui:

Cragum |- CneponepatusHo JIJ1- Ha napaaopTtantu JIB go 20 go 28 Gy; J1J1 Ha Ta3oBuTe n.B.
N XEMUCKPOTYMa ce Hanara npu 6onHm ¢ T4-pT4 tymopu. Heobxoanmum ca HUCKM NbYeBM 403U
c 004 1,8-2 Gy go OO[- 25-30 Gy npu ekpaHUpaHe Ha 3apaBua €OUHCTBEH TECTUC.
Cragum Il A-B-C CneponepatusHo J1JT1 npu Il A-B ¢ KMO: napaaopTanHm n.B. U ABYCTPaHHUTE
Ta3oBM wMnMadyHu n.B. JlbyeBnTe O03M HanogobsaABaT Te3n 3a | kn. cTagui C nocnegBallo
CBpPBbXA03MpaHe B rofieM1Te NaketTu metactatnyHu numdHm Bb3nm ¢ 10-20 Gy. Ctagum Il A-
B-C. JlbueneveHneto e c¢ nanuatueHa uen. JlokanHuat peumamB Hanara JIJ1, MXT wnu
peonepauus .

Ny N/

)
. pagHKanHa tnegonepa 2 kypea
Crapun 1 onepauMa THEHO NN M=T
—_— -anTepHATHEE
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Cranuin 2 ABC [J\ paguEanHa L

_onepagra _— -nn e
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noxaned pewame- NN, XT 1w peonepaua J

CnenonepatHeHoD
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ONEepauma

4 gypea MAT npu c1.3 A-B
CnacuTenda MAT npu
cT3C

NN B TO3M (Ta QA &
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dur.36 KomnnekceH nevebeH anropunTbM Npu YUCT TECTUKYNMapeH CEMNHOM
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2.3.3 JlbyeneyeHne npu oBapuanHua gUCrepMmMHOM

OBapunanHusaT OUCTEPMMHOM € €eKBMBAarNeHT Ha TeCTUKYNapHUs CeMWHOM. Yuctuat
oBapvaneH AUCrepMMHOM He eKcnpecupa MoBULLIEHM HUMBA Ha TyMopHUTe Mapkepu. [MogobHo
Ha CEMMHOMA M TYK € Bb3MOXHO Hanuume Ha CUHUMTMOTPOGOBNacTHM KNETbYHN E€NEMEHTU C
neko noeuweHn HuBa Ha aFP n BHCG. Tosu cdakt He npomMeHsa nbyenevebHaTa cTpaTerns B
KOHTpAcT C TecCTukynapHus cemuHom. 3abenexka: Bucokute HuBa Ha aoFP, BHCG u
ecTpaguona nokasBaT CMECEH repMUHaTMBHOKNETbYEeH Tymop. Han-yecto ce kacae 3a
ANCTEPMUHOM CbYeTaH C eHaodepmarneH cuHycoB Tymop. CMeceHnTe HerepMMHOMHN TYMOPU C
npeobnagasaHe Ha embpuvoHanHaTa unNu eHgogepmarnHaTa CMHYcoBa KOMMOHEHTa nognexar
Ha nanuaTtusHo J1J1 .

JNTbyeneyeHue Ha YACT AUCTEPMUHOM U NMPU HaNMMYMe Ha CUHUMTUOTPOhOOGNacTHU
enemeHTu ( neko noBuweHn HMBa Ha aFP n BHCG)

Mpn ctaguin la He ce Hanara npoexaaHe Ha cnegonepatusHo JIJ1. Mpu 1l kn. cTagui
cnen ToTanHa XWUCTEPEKTOMUSA C ABYCTPaHHA CarnnuHro-ooOpeKkToMus € AUCKYTaburHo
NPUITOXXEHWETO Ha criegonepaTMBHOTO UenokopemHoTo JIT w/vnn enektuBHoto JU1 Ha
MeanacTUHanHMTe U HagKnYMyHUTE NUMdHM Bb3NK o OO[-16-26-30 Gy. AgtoBaHTHaTa MXT
cnen pagukanHa onepauusa npw ll-pu kn. ctaguin e goctaTbyHO edbekTuBHa. To3m cTagui He
noanexun Ha J1J1 (ocobeHo uenokopemHo) unu enektusHo JIJT Ha JIB. B Il kn. ctagun cnepg
TOTanHa XWUCTEPEKTOMUSA C ABYCTpPaHHa CanmnUHro-oohOpPEeKTOMUA MNPU  MUKPOCKOMCKU
OoCTaTbyeH TyMOp Ce Hamnara npoBexgaHe Ha cnegonepaTuBHO UenokopemHo J1J1.
OunckytabunHo e enektuBHoTto J1J1 Ha megnactMHanHute u HagknoundHuTe J1IB npo OO[-16-26-
30 Gy. lMpn nokasaHusa 3a apgtoBaHTHa XT npu Mmnagn nauueHTtun enektuBHoto JIJ1 He ce
npenopbvyBa.! CneponepatusHoTo J1J1 B Il cTaguin ce npoBexaa ¢ BUCOKOEHEPTMNHO DOTOHHO
JIT (reneramartepanus unu yckoputen ¢ 10 MeV) ¢ KMO, ekntouBaw, uenusa abgomeH go OO[,
25Gy 3a 3 cegmumum ¢ 0O 1-1,5Gy, nocnegBaHo OT ciopgo3ax B mankus Ta3 10-15
Gy(peanuaupaH 3a 1-2 cegmuum ¢ 0O 1,8-2Gy). Mpu Il cTaguin BbAPEKU BUCOKUAT PUCK OT
KbCHa NbYeBa TOKCMYHOCT ce Hanara cnegonepatneHoTo J1J1 aa ce nocneasa ot ne4vebHa MXT.
Jlokanuuat peunans nognexu Ha J11, NXT unn peonepauus.

- fOHCERBSTUEHS CRGAONENATHE

Craguid 1 A onepaim Ho MM He ce HabniogeH1e
EAHOCTREHEH BICTEPMIHOM EAHOCTpaHHa NPOBEXAS
CanniHn-oogo
EKTOMMAS

- 38 28-B-XTe

Cragumii 2 ABC [J\nanuxanaa sl | S0 THE, 52 2C ¢
|~ onepauua nevebua

uenokopemto ."# 2 kypca NXT

L
|_r|pe.1 ManLk OCTaT bYeH J

TYMOP
. ] 4 kypca MAT Npn cT.3 A-B
CTaguii 3 ABC MAKCUMANHD T Cnacurensa MXT npw
pagukanHa cT3C werd
onepayWa
Craamin 4 [ONAM OCTATEYEH
TYMOp

®dur.37 KomnnekceH neyebeH anroputsbm Npy oBapuaneH AUcrepMmnHom
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3. lbyeneyeHneTo B ne4ebHUA anropuTbM Ha FOHaAHU HEFrePMUHOMHU TYMOPU
3.1. JlbyeneyeHne npu HeCEMUHOMHMU TECTUKYITapHU TYMOpPU
3a Bcuyku ctagum JIJT uma cmumnToMaTUYHO 3HaAYeHue.

| \Vi
E
= pagukanHa 3apT3-4 2 kypca
Cragwi 1 onepaLNA ‘ (XT
petponeputo | | npu oTp. oT KT
HEeanHa NuMdHa napaaopTandu NB u
AMCeKumA npK 51-3
" 2 kypea MKT 38 28-B-KTe
Cranwi 2 ABC [LPaAHKaHHa ¥p+ aplEaHTHa, 38 2C &
—1ONEPAUNA LTy ormanepuro nesedia
| HeanHa nuMpHa 7 kypea MKT
OMCEKLWA |
" 4 kypea MAT npu cT.3 A-B
paguKanHa
Cranuii 3 ABC -1 onepauma CnacutenHa MAT npu
tT3cC
MpM BCMMEM CTAAMM MBYENEYEHHETO 8 CHMNTOMATHYHO.

®dur.38 KomnnekceH ne4yebeH anroputbM Npyv HECEMUHOMHU TECTUKYTAPHU TYMOPU

3.2 JIbyene4yeHUeTo Npu HeAUCre pMMHOMHU OBapuanHu Tymopu

Mpn Bucokm Huea Ha aFP, BHCG wn ectpaguona, Han-BepOSsITHO Ce Kacae 3a CMeCeH
repMuHaTMBHOKNETbYEeH Tymop. CmeceHute HerepmmHomn npeactaenseaT 5%-8% oT BCuYku
rOHagHW 3M0Ka4YeCTBEHN TEePMUHATMBHOKNETBbYHN Tymopu. Hai-yecTto ce amarHocTuumpa
ANCrEPMUHOM B CbY€TaHue C eHaoAepMarneH CMHycoB Tymop. Mpu Te3an cMeceHn HerepMmHOMM
ce OoTyuTa MOBMLUEHO CEPYMHO HMBO Ha HEBPOH-cneuudmyHaTa eHonasa, Kanuus,
nnaueHTapHaTa ankanHa docdarasa u nponaktmHa. CmeceHUTe oBapuanHn HerepMMHOMHU
TyMOpM noanexaT eaUHCTBEHO Ha nanuaTtuneHo J1J1 .

3a BCuYkM cTagum ce npunara CUMNToMaTUYHO, NnanvaTneHo J1J1.

l. ;
. [Moanduumpana
Craguid 3 anepaumMa CUCTEMHE HEDa,D,KICITBaHTHa
TeaHoCTpaHHE MxT
cannuHro-oodope J

MaKCUManHo
NeyeneyeHneTo e pagukansa
CUMATOMATHYHO I

cucTemHa MAT 5‘; peanepauma

1
lHHTpaHEpMTEIHESJ‘IHa XT- B kypca

onepauma

Craguid 4 MaKCHManHo cHcTeMHa MXT
A= pagukanta i | peonepaupta
onepauna
A\
HeonaAEaHTHa XT

Pur.39 KomnnekceH nevedeH anropntbm Npy HEFrEPMUHOMHM OBapuarnHm Tymopu /6e3
XOPUOHKapLnHOMa
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3.3 llbyeneyeHne Npu eKkcTparoHagHU MeAuacTUHANHU U peTPoNnepUTOHeasriH!
HerepMMHOMHM Heonnasmu
Mpn cmeceHn Tymopu C npeobnagaBaHe Ha eMbpuoHanHa wnu eHgogepmanHarta

CMHyCcOBa KrieTb4Ha

KOMMOHEHTa OCHOBHOTO nedeHne e T[IXT. [lopagu

JTbYEepPEe3nCTEHTHOCT noaJjiexat Ha nanmnatnBHoO JI.

PECTAAMPEHE HORNANHS TYMORHMN
1| mespeepn+ )_
nopraanes KT

Habnogerse

EMCOKM HME & Ha

TYMOPHATE MAPKepH

MAPLAANHA PEMICHA

C HEMANEHIA HUBA Ha
TYMORHHTE MEpKEH J

OTNAMAHE HA
HOBA PEIeKLMA

A}

T
2-pa maria XT M4 KOCTHOMOS bt
BHCOKOAC30EE HT _ TREHCNASHTALHA
e
PEMMCTEHTHIA HA
T
XMPYRMHHE
PEIEKLMA (= —— e
BepiadriKaLps
Ha gobp.

KOBINOHEHTS

1
” |_TEpaTOmMHS

Mg HE BMTaNSH

v.4

4 Kypoa
[T

HANASME HE OCTAT BaHM TY
FASCK CHC CREAHW HMES Ha
TYROPHNTE

2-par A KT

NpM BATAMHKW TY T |

ENETEM

onepaLyn _4‘;’30 MPECHA CRER J
-3 naec

2 Eypca

TYhAOR
M=T

1
[ waBnogere |

n3paseHa

dur.40 Tepal’IeBTI/I‘-IeH anropntTom npum HerepMmMHOMHM MeamacTuHanHm n petTponepmuToHearnHu

HeoniasMmu

3.4 MACcTOTO Ha NbYeneyYeHUeTo B NNe4eOHMA anropuTbM Ha eKCTpParoHagHu
MO3BbYHU U CMUHANHU HerepMMHOMM

Mpn HemeTacTasupall, Tymop

ce Hanara otnoxeHo JU1 (cneg 4 kypca TXT wu

pectagMpaHe). YMepeHo uapaseHaTa TyMOpHa NbYepe3nCTEHTHOCT Hanara nokanHo JU1 go
OO[- 54 Gy. lMpu MHTpacnMHanHo aHraxupaHe npunoxeHneto Ha KCI1J1 e npoTtuBopeumeo.
Mpn HemeTacTaTU4HO 3abongaBaHe Npyv MMagu NaumMeHTU ¢ BUCOK PUCK OT NIENTOMEHMHreanHo
N NUKBOPHO MmeTactasupaHe ce Hanara KCJIU1 !l Mpu meTtactatnyen tymop JUJ1 e otnoxeHo
(cneg 4 kypca MNXT n pectagupaxe). MNMpeanara ce KCIJ1 go 30-36Gy ¢ nokaneH ciopaosax B

mMeTactasarta go 54 Gy.

TYMOPHH
Mapkepw +
Buoncus

Herep MHHATHBHOKNETLYHH TyMopK- eMBpuonanes Ca, XopHOKAPUHHOM,
crecedn GCT, eHAOABPMANEH CHHYCOB TYMOP

5

HemeTacTasupaw, —* 2xPEl —[ ¢ | 2xPFE

%
-

MeTacTasHpauy —> 2 x PE

— 54 Gy nokanuo JIN 7 ik

Kpauwocnuuanio M-
BOGY + 24Gy
CHOpAOZaX B TYMOpa

Kpawnocnueanuo NN- J

330Gy + 24Gy

Clpassax B TyMOpa

®dur.41 KomnnekceH nevyebeH anroputbM Npy HErepMUHOMHWN eKCTparoHagHu

MHTPaKpaHuanHn n cnnHanHn repMMHaTUBHOKNETbYHN TyMOpU
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4. llbyenevyeHmne Npm eMOPUOHANHN MO3BYHU TYMOpPHU

EmGpuoHanHnTe Mo3bYHM Tymopu BKNOYBAT MHTpakpaHwaneH PNET ¢ noaBupoBe-
NMbpBMYEH MO3bYeH HeBpobracTom, megynobrnactom, eneHgumobnacTom, nuHeobnacTtoma u
mMegynoenutenuom. [lpe3 nocnegHute roavHuM ce geduHupaT TpU OCHOBHUM  MOArpynu
eMOpMoHanHM MO3bYHW  TyMOpKU- MedynobnacToMm, LEHTpParHoO-mMO3bYeH MPUMUTUBEH
HeBpoekTogepmaneH Tymop (PNET) mn atunuyeH TepaToumgHo-pabgouaeH Tymop (AT/RT).
PasnnyHata naToxuctoreHesa npu pasnuyHa KheTbyHa AudepeHumaums n  pasnuyHn
MOJIEKYJTHOTEHETUYHM MNPOMEHN Ca KOMMMEKC OT (akTopu, onpefensawm pasfnyHoTo
Ouonorn4yHo noeeaeHne Ha Tasn pasHoobpasHa Mmo3byHa PNET nartonorus. Npu otaenHute
noarpynu mo3byHM PNET Tean daktopyn onpefenaTt pasfiMyHOTO KOMMSIEKCHO fevyeHune no
OTHOLLUEeHMe Ha agBaHTHOTO camocTtoaTenHo J1J1 unn cbyetanoto XJ1J1.

4.1 MacToTo Ha nbyenevyeHMeTo B KOMMNJIEKCHOTO fie4yeHue Ha cyrnpaTeHTopuaneH
PNET
. CneponeparuBHo JIJ1 npu HemeTacTaTU4yHO 3abonaBaHe

KMO, OO0, 0O n dpakumnoHnpaHeTo Ha JIJ1, kakTo n kombuHupaHeTo ¢ [MXT ca npsiko
3aBMCUMU OT Bb3pacTTa Ha naumeHTa.

1. CnepgonepaTnBHO KOHBeHUMoHanHo KCJJ1

[MpeBeHUMsITA HA BUCOKUSI PUCK OT NENTOMEHMHreanHo W fMKBOPHO MeTacTasupaHe
Hanara kpaHunocnuHanHo J1J1 (KCJ1J1) cbe cBpbxgo3npaHe B TyMOpPHOTO Nnoxe. CtaHgapTHaTa
npenopbyuTENHa NbyeBa Ao3a 3a KpaHuocnmHanHata oc e 30-35-40Gy (B 3aBUCMMOCT OT
Bb3pacTrta) ¢ TyMopeH ciopgosax cymapHa OO[ 54Gy. MakpOCKOMCKUAT ocTaTbYyeH Tymop
Harnara BMCOKa kaHuepuumgHa nbyeBa gosa go OO0 cym.60Gy. Cnen camoctostenHo KCIJ1
npy 33% OT NauMeHTUTe ce AmarHoctTuumpaT NenTOMEeHWHreanHu mMeTacTtasv B HeBpoakcuca.
Tosun chakt Hanara agtosaHTHaTa NXT cneg KCIJ1.

Mpn peua Ha Bb3pacT 4-3 roa. cneponepatnBHoto KCJI1 cbc cBpbxao3upaHe B
TymopHoTo noxe go OO0 cym.60 Gy e otnoxeHo! lNpoeexaga ce cneg 5 Kypca agioBaHTHa
MXT v eBeHTyanHa peonepaums.

KCIJ1 e npoTuBonokasaHo 3a feuata < 3 rog. Bb3pacTt. [pu Tax ce HanmaraT 5 Kypca
cneponepaTtusHa NXT, nocneaBaHa oT peonepauusa u nokanHo J1J1 ( B obnactrta Ha Tymopa
n/MnNn TYMOPHOTO JTOXE).

2. CneponepatuBHO xunepdgpakumonmpaHo KCIJ

3a nopgobpsiBaHe Ha neyebHUTEe pesyntaty (NOBULUEHA MPEXMBAEMOCT U peaykumusa Ha
NenToOMeHWHreanHMTe W NWKBOPHM MeTacTa3n) npu naumeHTu Ha Bb3pact 6-21 roa. ce
npenopbyBa cnegonepaTtusHo xunepdpakumonmpanHo KCJJ1 no 36Gy B KpaHMocnuHanHaTa oc,
66Gy B TYMOPHOTO noxe n 72Gy B TYMOPHUA ocTaTbK. XunepdpakunoHupaHoto J1J1 He ce

PNET fes METACTASH NP NAUHEHTH Ha 6-21 rog. I

Xunepchpakynornparo N- 36 Gy- KpaHHOCNHHANHO;

onepauda _ _ 66 Gy- B Tymopa; 712Gy - B 0CTAaTLYEH TYMOp

8 unkena LinennaTtiua, CCNU;
.
VCR

npenopbyBa 3a Aeua nof 6 roavHW, nopaan BUCOKa KbCHa MbyYeBa TOKCUYHOCT.
dur.42 TepaneBTn4EeH anropnTbM 3a HemeTactatudeH PNET npu naumeHTn Ha 6-21 rogmHm
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PHET Ges meTacTasi

NPH ACUA Ha B LIPACT MEKIY 4-3 roguHK

b uwkena XT- KpauwocnuwanHo koweeHunonanko Ji
»Uuknodrocchamng/VCR ptﬁl‘llpﬂl.l.l'l!}" 24 Gy-kpaHuocnuuanuo; 54,6 Gy- B paswmpeH
2x MTR/ VCR; Tymoped obem; 60,6 Gy B octaThyeH Tymop

Carboplatin/ VP-16 (koHdhopmuo JUN)

onepayua

Awxo cpea 3 unkena XT wa MAP uma Tymoped ocTaTek, TpAGES A3 C& NPOSBLMXH ¢ MeYENEYEHHE

Ja Aeua nog 3 rMpMUHa BEPacT He Ce NRpenope4ea KCNm

ONEPaLMA = Kypca MAT NoxanHa NN

DECNEPELA

35,2Gy- kpannocnunanno (5 x1 6 Gylceam.);
§5Gy- 34A; 49.6- npu ronemn OCTAT.META
(5x 1,86yl cegm.)

npenopeYea
xHnepdpakynoHnpano NN

®dur.43 KomnnekceH nevyedeH anropntbM npu HemetactatudeH PNET 3a geua < 4 roamHu
. NbyeneyeHue Nnpu MeTacTaTM4HO 3abonsaBaHe

Onepaunsata ce Hanara camo MO BUTaNHM WHOWKAUUW —TOBULUEHO BbTPEYEPENHO
HansraHe, KOMNpPecusi Ha Mo3bYHKs CTBONM. [pM NauMeHTU C NMMKBOPHU MeTacTasn Ha Bb3pacT
oT 4-21 roa. neveHneto ctaptupa ¢ 2 kypca MNXT. MNpu ronam octaTtb4yeH TymMop cneq 2 Kypca
MXT ce npeueHsiBaT Bb3MOXHOCTUTE 3a onepauus. JleyeHMeTo npoab/mkaBa C
xunepdpakumoHmpaHo KCJIJT go 40 Gy, 54 Gy B 34A n ciopgosax B Tymopa go OO/ cym. 66
Gy. XunepdpakumoHmpaHoTo J1J1 ce nposexaa ¢ AByKpaTHU nbyeBu ceaHcn no 1 Gy/5 nbTtu
cegMumyHo. lpu ronemm octatbyHM MmeTactasn ce umsmckesat OO 50 Gy, a npu ronam
ocTaTbyeH nbpBuyeH Tymop go OO cym. 72 Gy. Cnen JIJ1 ce npoabmkasat owe 4 uukbna
MXT. MNpu geua nog 6 [0 4 ro4. Bb3pacT e nokasaHo kKoHBeHumoHanHoTo KCI1 go 35,2 Gy B
KpaHunocnuHanHata oc npu AOM 1,6 Gy/ 5 nbTn cegMmnyHo, 55 Gy B 34A un 49,6 Gy 3a ronemu
ocTtaTtbyHM MeTactasm npu 40OL 1,8 Gy/ 5 nbTn cegMnyHo.

PNET HanNH4YME Ha METALTasH Bbspact 421 roannu
Jlevefien npoToKon 3a MegyNoONACTOM ¢ METACTASH

ZUMKBOA X1 AHnepgpakuHoHKHpano JUI T ——
anepauna” | (Unknodocchammal VCR); 40Gy- KpaHHOCNHHANHO Uncnnarina, CCNU,
2u. MTRI VCR; ()| 84y-348; 65Gy-s rymopa VER

Carboplatine/ VP-16, (50Gy) sa roneMu ocTart.
MTR uHTpaseHTp. | meTa; (T2Gy) 5a oCTAaTLYEH
Tymop

TONEpALMATA CE HANAT CAMO NO BEHTANHH HHAHKAUWK- NOBHILEHD BLTREYEPENHD HANATAHE,
HATHCK BIY MO3. CTEON

dur.44 TepaneBTUYEH anropuTbM MpyU MeTacTaTU4EeH cynpaTeHTopuarneH NpUMUTUBEH
HeBpoeKToAepmareH TymMop 3a nauneHTun ot 4-21 roa.
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4.2 MAcTOTO Ha NbYyenevyeHneTo B Nle4ebHMA anropuTbM Ha Meaynobnacroma
e CneponepaTtuBHo J1J1 3a geua Hag 18 mec. npn HemMeTacTaTM4YHO 3abonsBaHe

[MpeBeHUMsTA HA BUCOKUSA PUCK OT NENTOMEHUHreanHu 1 NMKBOPHM MeTacTasn Hanara
nposexgaHe Ha KCJ1JT cbe cBpbxao3npaHe B TYMOpPHOTO noxe. Cneq onepauus u 3 kypca MXT
npu ronsaM TyMOpeH OcCTaTbK ce Hanara peonepauuna unu KCIJT go 24Gy c¢ nocnegailo
cBpbXxao3upaHe B Tymopa Ao 54,6 Gy. Cnen KCJ1J1 ce HanaraTt owe 4 kypca IMNMXT.

N3BecTHO €, Ye geTckaTa KbCHa HEBPOTOKCUMYHOCT, €HOOKPMHHAaTa HeAoCTaTbYyHOCT U
HapyLWeHOTO M3pacTBaHe ca NPSKO 3aBMCUMM OT Bb3pacTTa Ha LEeTeTo M peanusvpaHaTta
nbyeBa gosa. pu mankuTe geua ce HanoXu NOHWXKaBaHe Ha KpaHWOCMMHanHaTa [o3a [0
23,4Gy. [llpu peuarta cbC cTaHOapTeH puck megynobnactom npueT neyebeH crtaHdapT e
KCI, nocnegeaHo ot 8 k. MNXT ( PACKER pexumn — Lncnnatuna, BuHkpuctnH, CCNU /
Packer JCO 99 n Packer JCO 2006).

meaynoGnacTom Ge3 MeTacTasH Bb3pacT Ha AeTeTo nog 4 roj.
UMibRa XT- E ::i:z“ M 2 uMKLna
. |lbnogogamgy ve El Uninododamipl VCR
onepauHa 2x HeToTpercat KapGonpaTd sal VPG
LR Kapbompamial (oM IOPEH geramei |
P-16; HeToTpercaT £0 NEpA AR
HIPABE HIPHEY THD Kpamsocmmnno N 4 rypea XT
CTATLR fput 545 6 VCR
T Hap 18 mec et

p—— —StUncanamina; CCHU, VCR
3 mec.

®dur.45 TepaneBTUYEH anropMTbM 3a HEMeTacTaTu4eH meagynobrnacTtom npu geua nog 4 roa.

e CneponepartuBHo J1J1 3a nayneHT Hag 4 roa. Ao 21 rog. npym HemeTacTaTUYHO
3abonsaBaHe
1/ CneponepatuBHO KOHBeHUMoHanHo KCJIJ1
3a peuata KCIJT ¢ 00O 1,6 Gy/5 nbtm ceammnuHo go OO 24Gy c nocnegsaulo
TYMOPHO cBpbxgo3upaHe ¢ 4O 1,8 Gy /5 nbtn cegmnyHo go OO cym. 54,6 Gy. No Bpeme Ha
JIJT eauH nbT ceaMnyHO ce npoBexaa BUHKPUCTUH MHTaBEHO3HO.

| Meavnobnacrom Ges meTacTasu NaLHeHTH Ha BbspacT 421 rog.

Kpaunocnuuanue JII
24 Gy -LUHC W rpsfn.MmosBK “

54,6 Gy & 34A (rymop) -

.,
-,

onepayM.

1 x cegranyno VCR i, v. Uuennatiua, CCNU, VCR

Guniena XT - ‘

Xunepdpakynonnparo JUI A

365Gy LUHC 1 rpubH.MOSBR
§54Gy- 3UYA; 66 Gy- 8 Tymopa (720y B
OCTATBYHHA TYMOp)

TieueHHeTE & B NPOALIKEHHE Ha 1 FOgHHA

®dur. 46 TepaneBTUYEH anropuTbM 3a HeMeTacTaTU4eH MmeaynobrnacTtomM Npu nauneHTn Hag 4
rog. oo 21 rona.
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2/ CneponepatuBHO xunepgpakumoHmpaHo KCJJl

XunepdpakumoHmpaHo KCIJT go 36 Gy, 54 Gy B 34A n cBpbxgo3vpaHe Ha TYMOPHOTO
noxe go OO cym. 66 Gy / go 72 Gy B octatbyHua Tymop/. XunepdpakumoHmpaHoto J1J1 ce
npoBexga C ABYKpaTHU byeBn ceaHcun no 1 Gy/ 5 nbTn cegmmyHo. No Bpeme Ha J1J1 eanH nbT
CeAMWUYHO e NokasaH BMHKPUCTUH MHTABEHO3HO.

NbuyeneyeHune Npu meTacTaTUYHO 3abonsBaHe

Onepaunsa ce Hanara nNo BWUTanHW WHOWKALMM —MNOBULLIEHO BbTPEYEPENnHO HansiraHe,
KOMMpecusi Ha MO3bYHUs cTBON.  [py NnaumeHTn ¢ NUKBOPHM MEeTacTasn Ha Bb3pacT OT 4-21
rog. nedeHuneto craptmpa c 2 kypca MNXT. Mpu ronam octatbyeH Tymop crneg 2 kypca MNXT ce
npeueHsBaT Bb3MOXHOCTUTE 3a onepauus. JledeHmeTo npoabikasa ¢ xunepgpakunoHnpaHo
KCI1 po 40 Gy, 54 Gy B 34YA un cBpbxgosupaHe Ha Tymopa o OO[ cym. 66 Gy.
XunnepdpakumoHmpaHoto J1J1 ce npoBexga c AByKpaTHM nbyeBu ceaHcn no 1 Gy/ 5 nbtum
cegMmyHo. onemuTe octatbyHM MeTacTasm mamckeat OO 50 Gy, a ronemusit octaTbyeH
nbpBuyeH Tymop OO cym. 72 Gy. Cneg JJT ce npogbikaeaT owe 4 uukbna MNXT. TMNpu geua
nog 6 4o 4 rog. Bb3pacT e nokasaHo koHBeHuuoHanHoto KCIUUT pgo 352 Gy B
KpaHunocnuHanHata oc npu 0O 1,6 Gy/ 5 nbTn ceammnyHo, 55 Gy B 34A 1 49,6 Gy 3a ronemu
octaTtbyHM MeTacTtasu npu 40L 1,8 Gy/ 5 nbT cegMnyHo.

MeaynotnacTan & METACTAIH nauMENTH Ha Bespact oT 421 rog.
2umkena XT Xunepdpakyvonnpano JUN 4 unicsna XT
onepayna” |(Lnknodrocchamnal VCR]; 40Gy- kpanmocnunanwo | |wennamkia, CCNU,
2u, MTR! VCR; [ P)| 84Gy-348; 66Gy-s rywopa VoA
Carboplatinel VP-18, {50Gy) 3a ronemq 0CTaT.
MTR wHTpasenTp. meTa; (T2Gy) 38 0CTaTbhYeH
Tymaop
TONepALHATE C¢ HANArA CAMO NO BHTANHH HHAHKAUMH- NOBHILEHD BLTPEYEPENHE HANATAHE,
HATHCK BIY MOS. cTBON

Mpw Asua noa b rog. He ce || KOHBEHUHOHANHD KpaHuocnkKkanko Al
npenopLY4sa 35,2Gy- kpannocnuuanuo (3 x1,6Gylceam.);

xHnepdipakunoHnpanc NN §5Gy- 34A; 49,6- npH ronemu oCTaT.META
(§x 1,8Gyl cegm.)

Pur.47 TepaneBTUYEH anropuTbM 3a MeTacTaTU4eH MegynobrnacTtomMm Npu nauneHTn Hag 4
rogd. oo 21 rona.

4.3 MAcTOTO Ha NbYyenevyeHUeTo B fie4eOHMNA anropMTbM Ha aTUNUYHUA
TepaToumgHo/pabaonaeH MO3bUyeH TYMoOp

PabgongHnte  MO3bYHM TyMOpUM Ca  WBKMKYUTENHO  arpecuMBHU  XUMUO U
NbYEpPe3nCTEHTHN HeomnnasMuM C BUCOK PUCK OT paHHO LepebpocnuHanHo meTtacTtasvpaHe.
Mopagn nowata nporHosa, MHOro no-HebnaronpusitHa ot PNET, ce Hanara arpecuHa [MXT.
CpepHata Bb3pacT Ha geuata € 5-6 rof., 3HaunTenHo 3aTpyaHsiBallia KOMMMEKCHOTO fleyYeHme.
Mpn peuata Ha Bb3pacT 4-3 roauHM C HemeTacTaTMyHO 3abonsiBaHe ce npenopbyBa
KombuHupaHe Ha MXT ¢ nokanHo J1J1, 6e3 ga ca yTOYHEHW KaHUepuuugHuTE NMbYeBU AO3MW.
Mopagun nspaseHaTa TyMOpPHa MbyYepe3ncTEHTHOCT, 6a3a Ha KOSATO ca pabaonaHuTe KreTbYHM
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KOMMOHEHTN - Han-BEPOSATHO ca HeobxoaMMy BUCOKU nbyeBu ao3u go 00 cym.56-60Gy.
Mpn peua < 3 roa. Bb3pacT ce nposexgar 6 kypca wuHaykumoHHa [1XT, cnen koeto
BMcokogo3oBa MHTeH3mBHa [XT, nocnegBaHa OT aBTOMOXHA TpaHCOMNaHTauusa Ha CTBONOBWU
knetkn. KCIJT e npoTtnBonokasaHo 3a geuarta <3 rog. JlokanHo J1J1 ce Hanara npu peungus
unu nporpecuss Ha 3abonsiBaHeTo, HabnwgaBaHW NPeauMHO NPW MeTacTaTU4HU TyMOpu C
nenToMeHUHreanHo pasnpocTpaHeHue. [lpu geua >4 rod. Bb3pacT CbC CynpaTeHTopuarneH
AT/RT anropuTbMbT Ha KOMMEKCHOTO fnevyeHne HanogobsiBa TO3M Ha cynpaTeHTopuarHus
mo3byeH PNET. lNpu geua >4 roa. Bb3pacT ¢ MankomMo3dbyHa/ cyGTeHTopuanHa fnokanmsaums,
anropuTbMbT Ha KOMMITEKCHOTO NeYeHne Hanogobsaea To3n Ha megynobnactoma.

5. MAcTOTO Ha NbyeneyYeHNeTo B KOMMNJIEKCHUSA TepaneBTUYeH anropuTbMm Ha
nepudepHute PNET
. Tymopu ot chamunusaTa Ha Ewing capkoma

Mpes3 2002 r. CeeToBHaTa 3gpaBHa opraHusaums (WHO) onpegena Ewing capkoma u
nepngepHns PNET kato nogo6HM 3abonsBaHus, pasnuyaBally ce eaMHCTBEHO MO CTeneHTa
Ha cBodATa KneTbuyHa audepeHunauus. Kbm Tymopute oT dhamunusita Ha Ewing capkoma ce
BKMOYBa U TyMmopa Ha Askin (nokanuaupaH B rpbaHaTa CTeHa), Tbi KaTo Npu Hero ce Aokasea
cbllaTa XpoOMO30OMHa TpaHcrokaumsa ot 11-Ta kbM 22-pa XpomMo3oMa KakTo npu Ewing-capkoma
n nepudpepHuna PNET.

Tasn pasHoobpasHa rpyna Ha nepudepHu NPUMUTUBHOEKTOAEPMAanHu Tymopu ce
Xapaktepusmpa C arpecuMBHO JOKanHO pasBMTUE, CbYeTaHO OT BUCOK PUCK 3a JaneyHo
MeTacTasnpaHe. ToBa pasnpocTpaHeHme onpeaens Heob6xoaMMoCTTa OT KOMMIIEKCHO NeveHmne,
BkntouBawo xupyprus, N1 n XT. lNogpexpgaHeTo Ha Te3n Tpu nedebHn nogxoda e B npsika
3aBMCUMOCT OT CTaausa Ha 3abonsaBaHeTo.

Mpn HemeTacTaTUYHO nOKanNu3aMpaHo 3abonsiBaHe Ha npedeH nnaH  m3nusa
onepaTMBHUAT MeTon, nocnegsaH ot agtosaHTHO J1T u TXT. lNpu nokanHo aBaHcupanute
TYMOpW ce cTapTuvpa ¢ HeoaftoBaHTHa XT, nocneasaHa oT onuT 3a onepauus unu JIJ1. Mpu
MeTacTaTu4HO 3abonsiBaHe Ha npeaeH nnax e MNXT, kombuHmpaHa ¢ nokanHo J1J1.

5.1 llbuene4yeHne npu capkoma Ha Ewing/ kocTHa chopma

CapkombT Ha Ewing e HeaundepeHumpaH nNpUMUTMBEH TymMOp C MO-U3sABEHa
NbYeYyBCTBUTENHOCT B cpaBHeHMe ¢ nepudepeH PNET, npyu KOWTO MMa 3a4eHKN Ha HeBparHa
KneTbyHa gmdepeHumaumsa. Ha nbpBo MSCTO ce npeueHsaBaT Bb3MOXHOCTUTE 3a M3BbpLUBAHE
Ha MaKCUMarnHo paavkanHa onepauus.

OedunHuTBHO KOoHconuaupaiyo JJ1
CamoctoarenHoTto J1J1 6e3 onepaums ce nposexaa BuHarn B komomHaumsa ¢ MNXT.

Mpe3 nocnegHuTe rogmHyn npu Ewing Sa ce npenopbyBa nokanHoto JUJ1 ¢ KMO
HeBknouBaw, usnata koct. KMO e B 3aBUCMMOCT OT HanuunMe WM He Ha MEKOTbKaHHa
KOMMOHEHTa, CTPUKTHO onpeaeneHa 4ype3 MAP. lNpenopbyBa ce paHeH ctapT Ha JIJT go 10
ceaMmum OT JuarHocTMuMpaHe Ha 3abonsBaHeTo). JlbyeBuTEe [03M ce onpefenaTt B
3aBMCUMOCT OT HaNUYMETO Ha MaKPOCKOMNCKN TyMOp (MpY CamMOCTOATENHO MK cnegonepaTtuBHO
JUT) imn  mukpockonckn TyMopeH ocTaTbK ( npu cniegonepatmeHo J11).

Mpn Tymop 6e3 MekoTbkaHHa KomnoHeHTa, KMO BknioyBa Tymopa+ 2cM. 34pasu
OKONnHM TbkaHn go OO[M- 55,8 Gy (koHBeHuUmoHanHo dpakunoHmpaHe ¢ 40O0-1,8 Gy). Ako
TYMOPBT € pasnofnokeH 6nuM3o [0 efgHata enudpmsa, Cce  Hanara 3anasBaHe Ha
npoTuBoNosioXHaTa enudmsa Ha KOCTTa. ToBa € BaHO Mpwu AdeuaTa, C Uen 3anasBaHe Ha
NPeAcTosAWO0TO KOCTHO HapacTBaHE Ha CbOTBETHMSA KpalHuK. EdektmBHO ce npunara wm
xunepdpakuymoHepaHoto JIJ1 (aBe aHeBHM cbpakuum no 1,2 Gy go 00 50,4-60 Gy). [pm
HanMune Ha MeKOTbKaHHa KOMMoHeHTa e Heobxogmma OO go 45 Gy B KMO, Bknto4BaLy
TyMOpa C MeKkoTbKaHHaTa KoMnoHeHTa (onpeaeneHn ot MAP) ¢ 2 cM. OKONHWM 34paBu ThbKaHW.
Ha BTopu etan e Heobxogumo cBpbxgosupaHe o OO[ 55,8 Gy. lNpu TasoBa TymopHa
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nokanusauus ce Hamnara KomouHupaHo nedenne c¢ XT u uHTeHauBHO-mogynupaHo JIJT ¢
BUCOKOEHEPrMnHN (poTOHM unn npoToHu. Ypes JIJ1 ¢ npoToHW, nopagn BbL3IMOXHOCT 3a
peanusvpaHe Ha BUCOKMU NbyeBun Ao3m (Hag 50 Gy) ce nocTura egHOBPEMEHHO 3ana3BaHe Ha
KPUTUYHUTE, HOpPMaInHU opraHu (YepeH Apob, TbHKkM 4yepBa, 6GLOpeLn M rofiemMm KPbBOHOCHU
Cb0BE), KAKTO N MUHUMMU3MPAHE Ha pPaHHUTE NMbYEBU peakumm OT CTpaHa Ha KOCTHUS MO3bK.
CneponeparuBHo J1J1

Mpn Hann4mMe Ha MaKpPOCKOMCKM OocTaTbyeH Tymop criegonepatmHoTo J1J1 e nogobHo no
obem 1 gosa Ha camocToAaTenHoTo JIJ1. Mpyn MMKPOCKONCKN TYMOPEH OCTaTbK (MONIOXUTENHN Ha
TYMOPHMU KIETKN pe3eKUMOHHN NIMHUK) ce Hanara peanusnpade Ha OO0 50,4 Gy. KMO skntouBa
NOXETO Ha MbPBUYHMSA TYMOP + OCUrypuTerHa 30Ha (2 CM B 34paBO OT pe3eKLMOHHATa NNHNA 1
OKOJ10 Tymopa).
ManunaTtusHo JJ1

Mpn panedyHn xematoreHHn meTtactasu ce kombuHupa MXT ( no cxema VAC-ADR) ¢
nokanHo JIJT Ha nbpBuyHUA Tymop go OO[ 45 Gy, kakto u JUJ1 Ha meTtacTtasute. Tosu
KomOuMHMpaH noaxon nosuwasa 5 rog. npexvesemocTt 4o 30%. EdeKkTnBHO € 1 uenoTenecHoTo
J1J1, nocneaBaHoO OT KOCTHO-MO3bYHA TpaHCNaHTauus.
MpodunakTnyHo/ enekruBHo J1J1 Ha 6Genute apo6oBe

Han-yecto cpewaHata xemaTtoreHHa pfgecMMuMHauus npuv capkoma Ha Ewing ca
6enogpobHmMTe MeTactasn. [lpodunaktuyHoto/ enektmBHo JIJ1 Ha Genute pgpoboee ce
npenopbyBa NpuM HemeTacTaTndeH Ewing capkom B getckata Bb3pacT. [lpoBexga ce cneg
nocturHat nokaneH tymopeH koHtpon (JITK) ot kom6uHnpaHoto (MXT+/UT unu onepauma+ J1J1
+[XT) neuenune. lNpodunaktnyHoto JIJ1 ob6xeBawa uenus 6sn apob npe3 ABe HacpeLHU
durypupanu noneta ¢ OO 1,5 Gy go O0[] 15 Gy.

5.2 llbyeneyeHne npu Tymopa Ha ACKUH

MogobHO Ha kOoCTHMS Ewing capkoM M TyK, Ce npeueHsiBaT Bb3MOXHOCTUTE 3a
N3BbpLUBaHe Ha MakcuManHo pagukanHa onepauund. CnegonepatmeHoTo JI1 ¢ gosa 50Gy ce
nocnegsa OT BMCOKO HMBO Ha JloKanHu peuunausu, pasnonoxeHn B KMO wunu m3BbH Hero,
NPUAPYXEHN OT AaneyHu metactasn. Hanara ce ontummampaHe Ha J1J1 no OTHOWeHMe Ha
nbyeBaTa go3a u KMO B 3aBMCMMOCT OT pagukanHocTTa Ha onepauusTa U CbCTOAHMETO Ha
pe3ekunoHHNTE pbboBe (HeratMBHW MW MO3UTUBHM Ha TYMOpPHWU KkneTku). [pu ronam KMO
BKNIOYBALW, Uanarta rpbaHata CTeHa ce Hanara cbyetaHo JUJ1 ¢ pasnuyeH Bug MOHU3MpaLUm
nbyeHns (YCKOPEHW eNeKTPOHM U BUCOKOEHEPrMnHM ¢poToHKn). KaTto ce uma B npeasua, Ye ce
kacae 3a nepudepeH PNET, TpsabBa TepaneBTUYHMAT anroputbM ga € nogobeH Ha
eKkcTpaocanHus Ewing capkom npu nogpacTtealyp.

5.3 llbueneyeHune npu ekctpaocaneH Ewing capkom/ perponeputoHeaneH PNET
npu noapacTBaly U Bb3pPacTHU

Mpu nogpacTBawm
Papko cpewaHnata 3aboneBaemMoCT € MnpuvyuHa 3a pas3nuunsa B neyebHuss anropuTbMm Mo
OTHOLLEHNe Ha onepaTuBHusa MeTtod. [ogobHO Ha KOCTHMA Ewing capkom 1 TyK, ce npeueHasat
Bb3MOXXHOCTMTE Ha MakCMMarHo pagukanHata onepaums. M3bsreaHe Ha XUpPypruvyHus meTos
ype3 anTepHaTUMBHO MpuUNOXeHWe Ha HeoagwBaHTHa [IXT- 6 kypca no cxema VAC
(BuHkpucTtuH, AgpnammumH n Linknodocdamug), nocneasann ot oTnoxeHo nokanHo JIJT ( 40-
50 Gy).
Mpu BBL3pacTHU

JlokanHo 1 CUCTEMHO arpecuBHUAT XapakTep Ha 3abonsBaHeTo Hanarat Jobpe KOOpAMHMPAHO
MyNTUMOZANHO nedeHve, BKMOYBaWoO onepaums, nokanHo JUT wu MXT. OuckytabunHo e
npunoXxeHnweTo Ha cnegonepatnBHoTo J1J1 cnea pagukanHa onepaumsi, Kakto U Heobxoaumarta
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KaHuepuumagHaTa gosa npyv MUKPOCKOMCKM U MaKpOCKOMNCKN TYMOPEH ocTaTbK. HenpoBegeHaTa
MXT ce nocnega OT KbCHW NOKaNHN peUanBm, N3NCKBALLM KOMMNIIEKCHO NeYeHne.
5.4 JlbyeneyeHne nNpu MenaHoTU4YeH nepudepeH HeBpoeKToaepMarieH Tymop B
AeTcKaTta Bb3pacT

Hanara ce KoMnnekcHO nedeHve KakTto npu nepudepeH PNET- onepaumsita ce
kombuHupa ¢ MNXT n JIJ1. BbamoxHO e npoBexagaHe Ha camocTtositenHa MNXT, komOrMHMpaHe Ha
MXT c JIJ1, HeoaaBaHTHa 1 agtoBaHTHa [XT, JI1 n xupyprua. B npensug ectectBOTO Ha
3abonaBaHeTo ©Ou TpsiGBano TepaneBTUYHUA anroputTbM JAa HanogobsiBa TO3n Ha
eKkcTpaocanHus Ewing capkom npu geua v nogpacraaLuu.

V1. AUCKYTABUITHU NMPOBJIEMU B TbYEJNIEHEHUETO HA
rEPMUHATUBHOKINETBYHUTE TYMOPU

Kou ca sHaunmuTe chpakTopm, onpegensiwm KMO n kaHuepuumaHuTe nbyYeBU JO3UN NpU
MO3b4Y€H repMUHOM?

OT uenus npeactaBeH MmaTepuan pasbpaxme, 4e TrOHAOHUAT CEMUHOM €
U3KNIYNTENHO nbyedvyBCcTBUTENEH. [onemnte metactatudHu naketn JIB /N2-3/  HanaraT
ciopgosaxx go OO 50 Gy, sbnpekn npunaraHeto Ha [IXT. [logobHO Ha SANYHMKOBMS
ANCTEPMUHOM M TYK Ce Kacae 3a MO3bYeH €eKBMBANEHT Ha TEeCTUKYNapHUs CEMWHOM, T.e.
MbpBUYEH MO3bYEH AUCTEPMUHOM, Mpou3xoxgal, OoOT murpupana ManurHusupana
MYNTUNOTEHTHa poAdoHavanHa knetka. CtepeoTakcnyHaTa GUoncusi, KakTo U CepyMHUTE HMBa
Ha TymopHuTe Mapkepn AFP, BHCG v LDH onpegnenar noHATMETO ,4UCT’ vnn ,cmeceH”
FEPMUHOM C HamuumMe Ha CUHUMTMOTPOOGNacTHM K. enemMeHTn. 1o NpUHUMN MO3bYHUAT
repMMHOM Ce XapaKTepuampa C BMCOK PUCK OT JeNnTOMEHMHreanHo u cybapaxHouganHo
pasnpocTpaHeHWe, Hanaraw, CaMOCTOATENHO W crnegonepaTMBHO Lenomo3byHo JIJT cbe
ctopgosax B Tymopa go 00[] 55Gy /OO0 Hag 50 Gy. HannumeTto Ha cMHUmMTMOTpodobnacTHu
KNeTbYyHM enemMeHTM (OOoKa3aHO 4Ype3 feko MOBULIEHW cepyMHM HuBa Ha AFP u BHCG)
noBuLLIABa pUCKa OT eCKTpakpaHuanHo MetTacTtasupaHe.

MokasaHuaTa 3a KCJIIJ1 ce onpegoensit OT BUCOKUAT PUCK 3a €CKTakpaHuarHo
MeTacTtasupaHe: Hanmune Ha CUHUMTUOTPOMOBNacTHM Ki. €neMeHTU, CMEeCEH repMUHOM,
cybeneHoMMHa, MHTPaBEHTPUKYNHA TyMOpHa uHpuntpaumsa. KaHuepuumgHata OO/ 3a yanaTta
KpaHMoCnNuHanNHa oc e B 3aBMCMMOCT OT Bb3pacTTa Ha nauueHTa. [lpy BUCOK puUCK OT
eKCTpakpaHuanHo MeTacTasvpaHe, KakTo M Npu MeTactatuyHo 3abonseaHe cneg KCIT ce
Hanara arpecuBHa [NXT.

¢ KakBa e Nb4e4yyBCTBUTENIHOCTTA HA MO3BbYHUTE U CMMHANIHU CMEeCEeHN repMUHOMU?
OnTumMKM3npar nu ce nevyedbHNUTE pes3ynTaTh Ypes3 BKIOYBaHe Ha oTtnoxeHo JI1 ?

HemeTacTtasupalwloto nokanHo 3abonsBaHe Hanara npeueHka 3a Bb3MOXHOCTUTE Ha
onepaTuMBHUS MeTOA. ArpeCcBHUAT fIOKaneH U CeCTEMEH XapakTep Ha CMeCeHUTe repMUHOMMU
Hanara arpecuBHa [IXT. JlbYyedyyBCTBMTENHOCTTA Ha MO3bYHUTE W  MHTPACNUHANHUTE
HErepMMHOMHW HEOoNnasunm HanogoOsiBa TasuM Ha MWHTpakpaHuanHuTe U cnuHanHu PNET, 1. e
yMepeHa nbyYevyBCTBUTENHOCT KbM M3pa3eHa NbyYepe3nCTEHTHOCT. ToBa Hanara OTNOXEHOTO
JIT cnep 4 kypca MNXT ¢ nocnegBawo pectagupaHe. lpeBeHUMATa Ha BUCOKUS PUCK OT
NenToOMEHUHreanHo U NUKBOPHO MeTacTasupaHe Hanara kpaHuocnuHanHo JUT (KCJT) cbe
CBPbXO03npaHe B TYMOPHOTO noxe. Fonemuatr no obem TymOpeH OcCTaTbk MogobHO Ha
MO3b4HUA cynpaTteHTopmnaned PNET Hanara peanusvpaHe Ha BUCOKW KaHLEPULMOHN NbYeBun
nosun/ cepbxgosmpade o OO[cym.60 Gy. MNpu meTactatMyHo 3abonsBaHe € nokaszaHo KCJIJ1
CbC CBPbXA03npaHe B MbpBuYHUS Tymop ao OO[- 54Gy.
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e MsacTtoTo Ha ontTumanHoTo JU1 npu Ol'lepaGVIﬂHMTe MegnacCTuHamHu repMVIHOMVI?

Mpn nbpBMYEH MeauacTUHanNeH [OUCTEPMMHOM Ce Hanara TovHa npeueHka 3a
€CTEeCTBOTO Ha 3abonsBaHEeTO ,repMMHOM” UK ,,CMECEH FTEPMUHOM” Ype3 CEPYMHUTE HMBA Ha
cneundunyHmuTe TymopHu mapkepu aFP n BHCG. HopmanHoTo HMBO Ha aFP e xapakTepHo 3a
BCUYKM YnCcTU cemumHomu/ repmmHomu. Mpu BHCG Hag 100 mg/ mL ce kacae 3a ceMWHOM C
HanMune Ha HEeCEMWHOMHW KNeTb4YHM enemeHTu. Bcsiko noeuwasaHe Ha aFP onpepens
HanMYMeTo Ha HECEMMHOMHA KNeTbYyHa KOMMOHeHTa. MeguacTuHanHMTE HerepMmHOMMU
noanexar Ha nanuatueHo J1J1.

MbpBUYHNTE ,,4NCTU” MeanacTUHANHU repMMHOMKM MMaT nogobHa Ha nepudepHmss PNET
natoxuctoreHesa. Kacae e ce 3a ymMepeHO wu3paseHa NbYe4yyBCTBMTENHOCT, Hanaraiia
KoHconuanpawo JJ1.

Upes Guoncusa ce u3BbplUBa MNATOXMUCTOMOIMYHATa TyMOPHa Bepudukaums. bes
NaTOXUCTOMOMMYHA guarHo3a Ha CUrHUAUKAHTEH 3a CEMWHOM MeOuacTUHaneH Tymop, He
TpsibBa ga ce npegnpuema onepauumsa!!l,

Mo Bpeme Ha TopakoTOMusiTa C uen Ouoncua npu Manku no obem Tymopu, He
WMHMNTPMPALLN OKONTHUTE MeanacTUHANHN CTPYKTYPU € Bb3MOXHO U3BbPLLBAHE Ha paaukanHa
onepauusi.

Jlnncea ctaHgapTeH nevebeH noaxod nNpwu cpedHyn no obem mMeanactTuHamHu CEMMHOMMN.
MeTop Ha n36op e pagukanHata onepauusi, nocrneaBaHa OT cnefonepaTtuBHO MeguMacTUHANHO
nn.

1/ Cnep papukanHa onepauua ce npenopbyBa cnegonepatuBHo JUJT go 40-45Gy.
M3BbpwBaHeTO Ha MaKCMMAarHO paguKariHa onepauus e U3KIIYUTEeNHO TPyaHo B 6orato
numdocHabaeHaTta meguacTuHanHa ob6nact.!!! CnegonepaTUBHUAT PUCK OT NIMMAQHO U
hanevyHo MeTacTasupaHe, NpPeAUMHO NMPU repMMHOM CbLC CUHUMTUOTpPOchoOGnacTHa K.
KOMMOHEHTa € TBbpAe BUCOK. Te3m ¢paktTm onpegenAatr HeobxogumoctTTa oOT
3agbmxkuTtenHo cnegonepatuBHo JII1. lNpu komMbuHnpaHe Ha JUJ1 ¢ HeoagroBaHTHaA UM
aproBaHTHa MXT e gocratbyHo KMO pa BknroyBa uenusa meaunactuHym. Hanara ce OO[1-
50-55 Gy.

2/ CneponepatuBHoto JIJZ1 go OOA-45Gy cnen HepaaukanHa TyMOpHa pe3eKkuus e
3aagbkuTenHo. [uckytabunHo e KMO panu pa BKnwu4YBa uenua mMeguacTUHYM WU
MeanacTUHymMa € ABYCTPAHHUTE HagKMYNYHU U WwuinHu J1B . NMpu komGuHupaHe Ha JIJ1 ¢
HeoaalBaHTHa unu aaroBaHTHa MNXT ce Hanara J1J1 Ha uenua meamnactuHym ¢ OOl Hap
55 Gy; 3a WIB / aBycTpaHHO Hapgkno4nyHo u wunHo npu No go 00/ 40-50 Gy; npu N1-
Hap 50Gy .

Hanara nu ce J1J1 npn nokanHo aBaHcupanu uHonepabunHu meauacTUHanHu w/unm
peTponepuToHeanHn repMmHoMn /6e3 ganevyHo metacrtasmpade- MO/ ?

Mpn 80% oT cnyyauTe He ce npenopbyBa onepauus, NoOpagu HamuuMe Ha  ronemu
TYMOPHU Macu MHUNTpupaLLm roneMmm BEHO3HN N apTepuaniu cbaose. lNpu npeueHeHnTe 3a
NHonepabunHn MegMacTUHaNHN CEMMHOMM, Ce NMpenopbyBa KOMMMEKHOTO NevYeHne 4a 3anoyHe
¢ nHaykumoHHa MNXT. Cnep 4 kypca MNXT ce npenopbyBa otnoxeHo J1J1: camocTtoAaTenHo mnu
cbyetaHo JIXJ1. OuckytabunHa e nocnegpawarta [NXT. lNpu nonoxuTenHa XuCTOMOrMYHa
Bepudukauma 3a TymopHa nepcucteHums cneq nposefeHn 4 kypca MNXT, megnacTnHanHoTo
J1T go O0[ 50-60Gy 6m nogobpwuno JITK! Mo otHoweHne Ha KMO He e acHo ganu Tpsabea oa
ce obnbyBa caMO MeamMacTVHyma Unu Lenus MeauacTMHyM C HagKMiouMyHUTE 1 WwuiiHm J1B
ABycTpaHHo. JlornyHo e J1J1 ga Bkntoysa ronsam KMO ( npy megmactuHanHa nokanusaumsi- BK.
HaJKNYnMYHUTE 1 WnHK J1B aByCTpaHHO, a Npu peTponepuToHeanHa -uan abaomen ).
CamocTtosatenHoTo JUJ1 npn mHonepabunHutTe HemMeTacTaTUYHM MeauacTUHANHU wu/vnm
peTponepuToHeanHu repMMHOMU N3NCKBA BUCOKU NbyeBu Ao3u go 00 50-60Gy ¢ KMO,
BKnrouBaL, ronsam o6em / npu No go O0[ 40-50 Gy; 3a N1- Hag 50Gy .
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VIl. U3Boau:

1. JTbyeuyyBCTBUTENHOCT Ha NPUMUTUBHUTE
repMMHaTUBHOKIIETbYHU TYMOPMU

1.1. Bb3 ocHOBa Ha cpofHa XUCTOreHesa, AoKaszaHa 4pe3 MMYHOXMCTOXMMWYHM
aHanusu npu 61 ot 118 GONHM C NPUMUTUBHU FePMUHATUBHOKIIETbLYHM HeoNnasmMu, ce
aecduHupatr Tpu noarpynu TYMOpM C pasnuMyHa nbyevyyBCTBUTENHOCT: A/ cuInHo
NbyevyyBCTBUTENHU — TECTUKYNTAPHN CEMUHOMU U MO3bYHU aucrepmmHomu; b/ ymepeHo
Nbyepe3nCTeHTHU- ANYHMKOB OUCTrepMUHOM; Mo3buyeH PNET, mapa- u MHTpacnuHasnHu
PNET; nepudepeH PNET C/ wu3pa3seHO nbyepe3nUCTEHTHU- MO3bYHWU, Napa- u
MHTPAcnNUHaNHM CMeCeHU AUCrepMUHOMM, MeauacTUHaANIHU U peTponepuTOHearnHu
CMeCeHU ANCrepMUHOMMU, MO3bYHU U NeprudepHN aTUNNYHU TepaTo-padbaonaHn Tymopwu.
1.2 [dokaszaHO e, 4Ye JNbYe4yyBCTBUTESIHOCTTA HAa  EKTONMUYHUTE  CMECEeHM
repMMHaTUBHOKIIETBYHM TYMOPU € B MNpsAKka 3aBUCUMOCT OT XUCTOreHesata U
KOJIMYECTBOTO HA ManurHusvpanute emMOpuOHanHM WM HeeMOPMOHANHM COMAaTU4YHU
KNeTKuW.

1.3 OnpegeneHo e, 4Ye npu npeobGnagaBaHe Ha eMOPUOHANHUTE eKToAepMasriHu
ManurHusnpanm KNeTKM  NTbYeuyBCTBUTEJIHOCTTA HAa  eKTONMUYHUTE  CMeCeHU
repMMHaTUBHOKIIETbYHU TYMOPU Hanoaob6siBa Ta3n Ha nepudepHuTe n Mo3byHun PNET.
1.4 YmepeHO u3siBeHaTa CTeneH Ha NMbYepe3nCTEeHTHOCT Ha nepudepHUuTe U MO3bUHU
PNET, KaKkto 1 Ha EeKTONMUYHUTE MO3BbYHU U nepudepHU CMeceHn HerepMMHOMMU Hanara
apgroBaHTHO cnegonepatuBHo JUT nnu J1J1 kom6uHnpaHo c MNXT.

1.5 Mpun eKTONUYHUTE peTponepuToHeanHU U MeguacTUHANHU HErepMMHOMMU Ce Hanara
aproBaHTHO cneponepatuBHo JIJ1 unu otnoxeHo J1J1 (caMoCTOATENHO UMM CbYeTaHO C
XT) B 3aBUCUMMOCT OT KOMOMHaLMATA HA MAaNIUTHEHUTE CMECEHN KNeTb4YHMU KOMMOHEHTHU.

2. N'buyeneyeHue Npu repMMHOMM

21 Yncture MO3bYHU FEPMUHOMM C HUCHLK PUCK OT JIMKBOPHO MeTacTasupaHe
noanexat Ha JIJ1 Ha LUHC cbc cBpbxao3supaHe B Tymopa go OO 50-55 Gy.

2.2 MO3bYHM TepMUHOMU/OUCTEPMUHOMM CBbC CUHLUMTUOTPOKOONACTHM KNeTbYHMU
efleMeHTU noasieXat Ha KOMJeKCHO XUMMMO- U nbuenedyeHue: 2 Kypca [MXT +
KpaHuocnuHanHo J1J1 cbc cBpbXxao3upaHe B Tymopa Ao 55 Gy+ 4k. MNXT .

2.3 MNbpBUYHUTE MeOgMaCTUHANIHU WU peTpornepuToHeariHu AUCTEPMMHOMM  MU3UCKBAT
KOMMJIEKCHO rne4yeHue. Cnep pagvkanHa WM HepagukKanHa onepauusi ce Hanara
meaguactuHanHo JII1 ao 50-55 Gy. UHonepabunHoTo HEMeTacTaTU4HO 3abonsiBaHe cnepn 4
Kypca [NXT Hanara otnoxeHo camoctostendHo JUJT wnu  eaHoBpeMEHHO
nbyYyexumumoneyeHme.

2.4 OBapuanHuUAT OUCTepMUHOM B 3-TU KNMUHWYEH CTaauMA MOASEXM Ha KOMIMIIEKCHO
neyeHue, BKMIOBALLO onepauus, creaonepaTtuBHo uenokopemHo JJ1 m MNXT .
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3. lbyeneyeHne Npu MO3bYHU, Napa U UHTPACNUHANIHU CMECEHU
repMUHOMM

3.1 KomnnekcHoto neyenme (MXT wn JUU1) onTumuampa ne4vyebHUTEe pe3ynTatu npwm
MO3Bb4YHU, Mapa- U UHTPACNUHaANHU CMECEHU FrepMUHaATUBHOKIETbYHM Tymopu. JI1 e
otnoxeHo cnepn 4 kypca [MXT. lNpun HemetacTtaTMyHO 3abonsBaHe ce npenopb4Ba
nokanHo JUU1 po 54Gy, a npum mMeTactatM4yHO KpaHuocnuHanHo J1J1 ¢ TymopHO
cBpbxao3vpaHe oo 54Gy.

4. ll'byeneyvyeHneto npu mo3b4yHu PNET

4.1 JleyebGHaTa cTpaTerus BKJIHOYBa KOMIMJIEKCHO Jie4YeHMe- MaKCUManHoO paguvkanHa
onepauuma ¢ nocneaBawm JII1 kombuHupaHo ¢ [XT - epHOBPEMEHHO WU
nocnegoBaTesiHo.

4.2 HemetacTtatMyHMAT Mo3byeH PNET Hamara 5 kKypca cneponepatuBHa [MXT c
OTNOXeHo KpaHuocnuHanHo JIJ1 cbc cBpbxago3upaHe B Tymopa Ao 54-60Gy npwum
KOHBEHLUMOHaNHO pakunoHnpaHe w HenocpeacTBEeHO crea onepauusTa npu
xunepdpakumoHupate. J1J1 ce nocnenBa ot agtoBaHTHa MXT.

4.3 MeTtactatTMyHMAT Mo3b4eH PNET wu3uckBa 2 Kypca apoBaHtHa [IXT wu
cneponepaTtuBHO xunepdpakuMoHUpaHo KpaHnocnuHanHo JI1 .

4.4 HemeTtacTtaTU4HMAT MeaynobnacTtomMm M3MCKBa criegonepatuBHO KOHBEHLMOHANHO
MM  xunepcgpakuMoHMpaHO  KpaHuocnuHanHo  JUJI, nocnegBaHo ot [XT.
CBpbxao3upaHeTo B TYMOPHOTO JlOXe € NpM KOHBEHUWOHAanHo cpakumoHupaHe A0
54,6Gy u npu xunepdpakumoHmpaHe A0 6MONOrMYHO eKBUBaNeHTHU 66-72 Gy .

4.5 MeTacTaTU4HUAT Mepynobnactom wu3nckBa otnoxeHo (cneg 4 kypca [XT)
xunepdpakumonmpaHo KCIU1 cbc cropposax B TYMOPHOTO JFoXe A0 OMonornyHo
eKBuBaneHTHu 66-72Gy, nocneasaHo ot MNXT.

4.6 [euata < 3 roa. Bb3pacT He noanexar Ha KpaHuocnuHanHo JlJ1. lNpoBexpa ce
JNIoKanHo Mo3b4Ho J1J1.

4.7 Tlopagu BMUCOK PUCK OT KbCHa HNbyYeBa TOKCUYHOCT, XxunepdpakumoHupaHo
KpaHuocnuHanHo J1J1 He ce npenopb4Ba npu aeua < 6 r. Bb3pacrT.

5. JlbueneyeHueTto npu nepucepHmn PNET

5.1 3a HavyanHuM HemeTacTas3uMpawm TymMOpM ce npeanara MakKCMMariHO Bb3MOXHa
pagukanHa onepauus, cnegonepatmBHo J1J1 ¢ nocnegBawa MNXT

5.2 3a nokanHo aBaHcupanu HemeTacTasupawu TymMopu ce npegnarat 3-4 Kypca
HeoaatBaHTHa MNXT, onepauus, nocneasaHa ot JI1 + MNXT.

5.3 NpoBexaa ce cnegonepaTtMBHO KOHBEHLUOHANHO Unu xunepdpakumoHmpaHo J1J1 go
50,4 Gy. CymapHaTa nb4eBaTa [f[o3a 3aBUCM OT Bb3pacTra Ha nauueHtTa M oOT
ocTaTb4yHaTa MUKPOCKOMNCKa UITM MaKPOCKONCKa TYMOPHa NepCUCTEHLIUSA.

5.4 KoHconuaupawo KoHBeHUMoHanHo J1J1 nanckea kaHuepvuugHa oo6Lla orHuwHa gosa
55,8 Gy, a xunepcpakumoHmpaHoTo Ao 60 Gy.
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Viil. NIPUHOCH
OPUIMHANHM:

1. Bb3 ocHOBa Ha cpogHa XMCTOreHesa, foKa3aHa Ype3 MMYHOXMCTOXMMMYHU aHanu3un
npu 61 or 118 GONHM C NPUMUTUBHU TFEePMMUHATUBHOKNETbYHU Heonnasmu, ce
AeduHUpaT TpU noarpynu TYMOpU C pasnuyHa nbyeyyBCTBUTENHocT : A/ cumnHo
NbYyevyyBCTBUTENTHU — TECTUKYNAPHU CEMUHOMM U MO3BbYHU AucrepmmHomu; b/ ymepeHo
NbY4epe3nCTEHTHU- ANYHUMKOB AUCTepMUHOM; Mo3b4yeH PNET, nmapa- u MHTpacnuHamnHm
PNET; nepudepeH PNET; C/U3pa3eHO0 nNbyepe3nCTeHTHU- MO3bYHMU, Napa- wu
MHTpacnUHamNHU CMeCeHU J[OUCTepMUHOMU, MeAMacTUHANHU U peTponepuToHeanHu
CMeCeHU AUCTepPMUHOMMU, MO3bYHU U NepucepHN aTUNUYHU TepaTo-pabaonaHu TyMOpM.
2. [Doka3Ba ce, Yye  NbYeYyBCTBUTESTHOCTTA Ha  eKTONU4YHUTe CMeceHu
repMMHaTUBHOKINETbYHN TYMOpPM € B MNpsAka 3aBMCUMOCT OT XUCTOreHesaTa W
KONMMYEeCTBOTO Ha MaliMrHusMpanute emMOpuOHanHM U HeeMOpPMOHarHU COMaTU4YHMU
KNeTKM.

3. OnpepeneHo e, 4Ye npu npeobnagaBaHe Ha eMOpPUOHANHUTE eKToAepManHu
MariMrHM3Mpanum  KrneTtkm  JNb4e4yyBCTBUTENIHOCTTA HAa  €KTOMUYHUTE  CMeCeHMu
repMMHaATUBHOKNETbYHMU TYMOpPU Hanopob6sBa Ta3n Ha nepudepHuTe u Mo3b4HU PNET.

METOOUYHU, HAYHYHU U NMPAKTUYECKHW NMPUITOXUMMN:

1. 3a NbpBU NBT ce AehUHMpaT Nbyeneye6HN anropuTMn B KOMNNEKCHUA TepaneBTUYeH
noaxon Npv NPUMUTUBHUTE rEPMUHATUBHOKIIETHLYHU TYMOPM.

2. 3a nbpBU NbT B Bbnrapua ce npeactaBAT anropuTMy 3a KOMMMEKCHO Ne4veHue Ha
NPUMUTUBHUTE FrePMUHATUBHOKIIETHLYHU TYMOpPM.

3. 3a nbpBM NBLT ce OTYMTA 3HAYEHUETO HAa WMMYHOXMCTOXMMMYHMSA aHanuM3 3a
NaTOXUCTONOrMYHa Bepudukaumsa M audpepeHuManHa AauarHosa Ha MNPUMUTUBHUTE
repMMHATUBHOKIIETHYHU TYMOPM.
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MoHorpadcusn
1.J1. MapuHoBa JlbueneyeHne Ha conuaHUTe TYMOpU B AeTckaTa Bb3pacT. [leTekcoH 2002.

Bnaropaps Ha cbnpyra cu, 4e npe3 BCUYKUTE Te3n roaumHu 6ewe o MeH. bnarogapsa Ha
MouTe poauTenu, Ye me Hayuuxa aa ce 6ops. lNoceewaBam To3n Tpya Ha NOKOMHUA MU
6auwa.

PP. Bcuyku Teopmm Ha cBeTa ca 6e3nonie3Hu ako HAMa AenucTBue, NONoXUTesHa
NnpoMsAHa U Hakpasi- usuerieHume.
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