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ABSTRACT

[Je3monnactnunnat gpebHo-knetbueH Tymop (JOKT) e u3kmountenHo paa-
KO 1 arpeciBHO MbPBUYHO MEPUTOHEANHO HOBOOOPa3yBaHue, KOETO Ce cpella
NPeaUMHO NpU I0HOWM U MNAZ MbXe. Bbnpekn Hanuumeto Ha pasnnyHi
TepaneBTUYHU MOAXOAM, NPOTHO3aTa 0CTaBa HebnaronpuATHa, Nopaau arpe-
CMBHUA XapaKTep Ha TYMopa 1 CKNOHHOCTTa My KbM [aleyHo MeTacTasupaHe.
Hait-uecto komntoTbpHata Tomorpadua (KT) e nbpu meTog Ha 1360p 3a au-
arHoctuumpateto my. C Bce no-LMPOKoTo npunarae Ha 18F-¢nyopope3sokcur-
ntoKo3a (18F-FDG) 32 MeTabonnTHO GYHKLIMOHANHO-CTPYKTYPHO U306pa3aBaHe ¢
MO3UTPOHHO-eMUCHOHHA Tomorpadua, xubpuanupana c KT (MET/KT), we BHece
JOMbJIHUTENHA MHGOPMALUNA B MbpBOHAYANHATA AMArHOCTUKA, CTaAMPAHETO
1 0cobeHo npu npocneaaBaneto Ha [LAKT. 3a cbxaneHue B A0CTbMHATA nTe-
paTypa, AaHHUTe Ca OrpaHnyeHin 1 NPUHOCHT Ha Ha 18F-FDG-MET/KT u3ncksa
JOMbJIHUTENHM NPOYYBAHNA.

lpencTaBame KNUHWYEH Cyyail Ha 21-TOAULIEH MBX C XUCTONOTMYHO Bepu-
duumpaH geamonnactiyeH apebHo-knetbueH Tymop (LAKT) npousxoxpaly ot
[LACHaTa (EMeHHa BPbB, MbPBOHAUANHO U3ABABALY Ce C NOJYBAHE Ha AACHATa
CKpOTaHa NonoBIHa, Kato npu n3BbplueHoto 18F-FDG PET/CT u3cnensane ce
yCTaHOBABA 0OLUMPHA MHTPaabaoMIHANHA 11 Ta30Ba MeTacTaTiyHa Gonect, nog-
uyepTaBaiiki KnloyoBaTa posis Ha MeTO/a B LIENIOTENECHOTO CTajupaHe u Tepa-
MeBTUYHOTO NNAHMPaHe.

KniouoBu gymu: fe3amonnactuuen gpebHokneTbueH Tymop, 18F-FDG - NET/KT.
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Desmoplastic small round cell tumor (DSRCT) is an exceptionally rare and highly
aggressive primary peritoneal neoplasm predominantly seen in adolescents
and young adults. Despite the availability of various treatment modalities, the
prognosis remains grim due to the tumor’s aggressive nature and tendency for
widespread metastasis. Although imaging of DSRCT is frequently documented
using computed tomography (CT), the role of 18F-fluorodeoxyglucose positron
emission tomography/computed tomography (18F-FDG PET/CT) in the initial
diagnosis, staging, and particularly in the follow-up evaluation, is less explored.
We present the case of a 21-year-old male with histologically confirmed
desmoplastic small round cell tumor (DSRCT) originating from the right spermatic
cord, initially presenting with right scrotal swelling and subsequently found to
have extensive intra-abdominal and pelvic metastatic disease on 18F-FDG PET/
(T, highlighting the modality’s crucial role in whole-body staging and therapeutic
planning.

Key words: Desmoplastic small round cell tumor, 18F-FDG - PET/CT
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BbBEAEHNE:

Je3monnactmyHmAT  gpebHo-KneTbueH  Tymop
(Desmoplastic Small Round Cell Tumor — DSRCT, AOKT)
€ PAQKO 3710KAaYecTBEHO arpecuBHO HOBOOOpa3yBa-
HUe, KOETO OOMKHOBEHO Ce CcpeLla Npu KHOLWN 1 MAa-
OV MbXe, KaTO CbOTHOLUEHNETO MEXAY MbXKE U XeHU
e npnbnusntenHo 4:1 (1). XCTONOrM4yHO ce xapaKre-
pu3unpa ¢ gobpe opopmMeHn rHe3ga oT Masikiu, Kpbriv
TYMOPHWU KNETKW, BrpafeHn B obuHa JecMonnacTuy-
Ha cTpoma (2). 3abonABaHeTO NPOTNYA C arpecuBeH
KIIMHWYEH XOf, KaTo CMbPTHOCTTa goctura 70% Ttpwm
roaviHu, cief nocTtaBAHe Ha gmarHosaTta (3). Han-yec-
TaTa HaxofKa Npuv NpoBeXKaaHe Ha 06pa3HU UscnesBa-
HUA € aHTrAXMPAHeTO Ha NepUTOHEYMa, KaTo 0OBMKHO-
BEHO ce HabnogaBaT MHOXECTBO TYMOPHY popmaumu,
M3XOXAAWM OT Me3eHTEpUyMa WM OMeHTyma 6e3
BVAUM MPOK3X04 OT APYr NapeHXumeH opraH. lNose-
yeTo MauMeHTV U3NUTBAT HecneundUUYHN CUMMITOMM
KaTo abaomMuHaneH guckomoopT, 6o5Ka nnn nogysa-
He, KaKTO 1 CMMNTOMM OT CTPaHa Ha PasnnyHM OpraHu
N CMCTeMMU, B pe3ynTaT Ha NPUTUCKaHE MO CbCeACTBO
Ha 6nM3KOpa3MoNoXKeHM TbKaHM U opraHu. MNopaan
HecrneundmnyHaTa KNMHUYHA KapTuHa, 18F-FDG PET/
CT moxe pa urpae KauoBa pofA KaTo yacT OT uA-
NOCTHOTO LeNOTeNleCHO CTagupaHe, KOeTo nogrnoma-
ra TOYHOTO OfpefdensiHe Ha Pa3npPOCTPAHEHMETO Ha
3abonasaHeTo. MNpecTaBame pAOBK KINHUYEH CryYyal
Ha MJlal MbX Ha 21rognHN C Ae3monnactTuyeH apeo-
HO-KPBFMOKNEeTbYeH TYMOP, HacoueH KbM KnuHukaTa
no HykneapHa meguuuHa 3a MHULMANHO CTagupaHe
Ha 3abonaeaHeTo ¢ 18F-FDG PET/CT.

KNUHWUYEH CNYYAN

MNMauweHT Ha 21 rogviHM, C HayasHO OTKPMBaHEe Ha
6oniecTTa Ha ypornorvyeH nperneg, ¢ aHaMHECTUYHU
[AHHW 3a nopjyBaHe U BTBbPAsSBAaHE Ha AACHA CKPO-
TaJlHa MOMOBMHA OT ABa Meceua. Ha npoBegeHn 06-
Pa3HO-ANArHOCTUYHU M3CNeABaHuA - exorpadus u
MarHuUTo-pe3oHaHcHa Tomorpadua (MPT) ca onuncaHu
- OBaJIHa Haxo4Ka A0 FOpPHUS, NsIB TECTUC, C Pa3mepu
- 29/ 21 MM 1 HsiIKonKo 6pos dopmaumm ¢ noaobHa
XapaKTEPUCTNKA B MaJIKUsi Ta3, BASCHO OT MUKOYHWA
MEXYP, C MAaKCMManH1 pa3mepun 1o 6 CM B f1MaMeTbp.
MpenBna obpasa 3a nHBa3nBHa 6onecT e nocneasana
TbKaHHA pe3eKuus, C LUen XUCTONOorMyHa Bepuduka-
LUUS U UHTPAOMEPATMBHO OMNUCaHUe Ha TyMopHa dop-
Mauusi B 0651acTTa Ha KOPAOPHa Haj AeCHUS TeCTUC C
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pa3mepun 4 cM, KOATO e eKcTupnupaHa. lNocTtaBeHa e
XUCTONOrMYHa ANarHo3a - Me3eHxXMeH ApebHoKNeTb-
YyeH TYMOpP C MMYHOXUCTOXUMUYHMW JaHHK 3@ NO3UTUB-
Ha ekcnpecua 3a CKAET/AE2, Vimentin, CD56, Desmin.
Jinnceawa ekcnpecua (HeratmeHM) 3a SALL4, PLAP,
WT1 (aHTuTAno, pearnpawo ¢ N-terminus), calretinin,
inhibin, SMA, S-100, SOX-10, CD45, MyoD1. MauneHTsT
e HacoyeH KbM KnuHukaTta no HykneapHa megmuunHa
B YCBAJIO ,Mpoo. MBaH YepHo3emckin” ¢ orneg ueno-
TesleCcHO CTafipaHe 1 onpegensaHe Ha pa3npocTpaHe-
HMETO Ha OHKOJIOTMYHKA NpoLec.

Ha npoBeaeHoTO M3CnefBaHe ce M300pasABa 3Ha-
uMMa no obem MeTacTaTMuHa OOnect, nokKanvsMpaHa
MHTPAabAOMMHANHO, HA HWBO MEPUTOHEYM MO XOfa Ha
[MMCOHOBA Kancyna C x1MnepmMeTabonnTHa, MeKOTbKaHHa
bopmauma fo feceH xenataneH A, Hafl rOPeH Mostoc
Ha fleceH ObOpeK, C pasmepu - 22/42mm; 1300Ma3ABaT ce
1 NOAOOHM OTrHMLLIA, BEHTPANHO OT N1AB 100 Ha Crlie3kaTa
32/24mm (Our. 1); NaTONOTMYHN KOHTIOMEPaTW OT YBENN-
ueHu NMMOHKM Bb3M ad portam hepatis, NapaLenmnadHo
1 ABYCTPAHHO PETPONEPUTOHEANHO Ha HUBOTO Ha L2/13
¢ dopmMpaHe Ha LieHTPANHO-HEKPOTUYHIM GOTOMEHNYHN
npomeHn. (Pur. 2) B Mankua Ta3 ce BU3yanm3npaT MHO-
KECTBO Pa3HOKANMOPEHN 0OEMHU MEKOTbKaHHK ne3nm
CbC CONMUAHW U KACTUYHM YY4acTbLM, HaW-ronamaTa BAs-
CHO BEHTPASIHO 1 NaTePasiHO OT MUKOUHUA MEXYD C KOM-
npecusaTa My Mo CbCeACTBO 1 0bem - 80/68MM, C Hannume
Ha x1nepmeTtabonuTHa nepudepma - SUVmax 9,52, score
5 ¥ UeHTpanHo GOTOMEHUYHU HEKPOTUUHM MPOMEHM.
Br3yanun3npar ce 1 MHOXeCTBO XMnepmMeTabonuTHK na-
TONOMMYHM  KOHIIOMePaTH [1BYCTPAHHO MapauinadHo,
0OTYpPaTOPHO ¥ ME3eHTePUANHO, C pa3mepu 10 56/42Mm
(BOAcHO obujonnuadHo) (dur.3). PesmayanHa, xvunepme-
TabONUTHa, MeKOTbKaHHa dopmalns B MPOKCUMAHa
YacT Ha AACHa CemeHHa BpbB - ¢ d~14mm, SUVmax —
6,28. (OGur4)

Cnen obcbkaHe Ha MyNTUAUCUMIAMHAPA OHKONO-
MMUHa KOMUCKA, C Orfefl onpefensHe Ha Bb3MOXKHW Te-
PaNEBTUYHN NOAXOAM, MALMEHTHT € HacoueH KbM K-
HVKaTa No MeanUMHCKa OHKONOMMA 3a NpOoBeXaaHe Ha
CUCTEMHO NPOTUBOTYMOPHO levueHne.

OBCBbKIOAHE:

[NesmonnacTuuHuat apebHo-knetTbueH Tymop (AAKT)
€ PAMKO 3/10KaYeCTBEHO HOBOOOPA3yBaHMe, KOETO Nona-
[a B XMCTONOMMYHaTa KaTeropus, HapedeHa ,Mankm Kpbr-
NN W CUHW KNEeTbYHW TymMopin”. Ta3u rpyna BKIIOUBA CbLIO
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Our. 1

Our. 2

Taka HeBpobIacTom, TYMOpP Ha YWUIMC, pabIOMMOCAPKOM,
CapKoMm Ha tOWHT, NPUMUTUBEH HeypOoeKTOepManeH Ty-
MOP, OCTEOCAPKOM, f0L0 AndepeHUmnpaH CMHOBMANeH
capkom v numeomm (4).

XapakTepHaTa obpasHa Haxoaka npv AOKT e Hanu-
YMETO Ha MHOMECTBO MEKOTbKaHHW MacK, Pa3rosoxeHn
Hal-4ecTo B Ta3a (peKTo-Be3uKanHN U PeKTo-ypeTpuHU
NPOCTPAHCTBA), @ BTOPUYHO — B OMEHTYMA W ME3eHTepu-
ATa Ha NepuTOHeasnHaTa KyxuHa, 6e3 fla MMa onpefesneH

76

OopraH, oT KoWTo Aa nmpowsxoxaaT (5, 6). MNpu KT Te3u
Mach OOVKHOBEHO MOKA3BaT 30HM C HUCKA MTbTHOCT, OT-
Pa3ABally HEKPO3a, XeMoparua 1Unu r13paseHa 1ecMmorn-
Na3nA, C TBbPL] KOMMOHEHT, KOWTO XeTepOoreHHo ce yCuil-
Ba C KOHTPACTHOTO BellecTBO (7, 8). OnncaHm ca CbLlo 1
06/1aCTV C HePaBHOMEPHO NePUTOHEeaNHo,yTTbCTABaHe"
M acuuT, KaTo 0bpasHu Haxodku npu KT (3).
PasnpocTpaHeHneTo Ha 3aboNABaHETO BKIOUBA [1-
PEeKTHa MHBA3WA Ha NepUTOHeaNHUTe NUCTOBE, KaKTo U
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Our. 3

Our. 4

NMMPOreHHO 1 XeMaToreHHO pa3npocTpaHerme (9). Yep-
HOAPOOHUAT NApeHXVM e Hal-4eCTo CPELAaHOTO MACTO
33 eKCTPanepUTOHeanHo 3acaraHe, NocefBaHo ot benu-
Te NpoboBe, KOCTUTE, CNle3KaTa, MNeBpaTa 1 MeKM ThKaHw
(9, 10). B nybnukauwmsa, onncaHa ot Thomas 1 cuTp. (11),
nuvdaaeHomeranua e buna AemMoHcTprpaHa npv 50% ot
NauMeHTTE, KaTo ca bunu 3acerHaTu cnegHuTe abgomm-
HanHW nMHY Bepurv: napaaopTanHu (100%), aopTo-
KaanHu (71%), noptokasanHu (50%) 1 me3eHTepranHu
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(13%). MeguacTuHanHa numdaaeHoMeranua e Habnoaa-
BaHa B 20% OT cfiyyante.

NOKT yecto npeacTaBnABa AMarHOCTUYHO NPeaVi3BL-
KaTesicTBO 1 OOMKHOBEHO Ce AMarHoCTUUMpa B Hanpea-
Han CTagui, nopaan HecneundUUHNTE CUMMTOMMK, KaTo
abaommnHanHa 6onka, nofdysaHe, rageHe u avapusa (12).
Obpa3HaTa AnarHoCTvKa Urpae pellarallia Pons B yCTa-
HOBSIBAHETO Ha JMarHo3ata, CTaguiHaTa OLeHKa U MOHW-
TopuHra (12). Bbnpeku, 4ye KOHBEHLMOHaNHNTe 00pasHM
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MeTOaM, KaTo KOMMoTbpHa ToMorpadusa (KT) u marHuteH
pe3oHaHc (MPT), ca Han-4ecTo NpunaraHy, Te He BMHaru
OCUrypsABaT AOCTAaTBYHO TOUHA OLIEHKA Ha MbJHOTO pas-
NpOCTpaHeHre Ha 3abonaBaHeTo, 0COOEHO MPK Hanuuve
Ha OOLIMPHO NepUTOHEANHO 3acAraHe 1 ANCTaHTHO BU3-
LepanHo 1 NMMOOreHHO MeTacTasnpaHe.

[Mo3nUTPOHHO-eMMCMOHHaTa Tomorpadua (MET/KT mnu
PET/CT) kombVHMpa MeTabonmnTHa U CTPYyKTYpPHO-TO-
norpadcka aHaToMMuyHa oOOpa3Ha [MArHOCTWMKa, KaTto
NpenocTaBa nonesHa MHpopMauma 3a nponvdpepaTms-
HaTa akTVMBHOCT (KNeTbYyHO-OMoNorMyHaTa arpecus) Ha
TyMOpa ¥ NMomara 3a yCTaHOBABaHE Ha HeroBWA CTafiuii B
LienoTeneceH NiaH Ha CKEHMPaHE, U 33 OTKpYBaHe Ha Me-
TaCTa3n, KOUTO He ce Bu3yanu3mpart ¢ KT n MPT (13). PET/
CT, C Bb3MOXKHOCTITE 33 KONMUYECTBEHM U OnpeaeneHus
Ha MeTabonMTHaTa arpecma Ha BcAka nesua (SUVmax;
TLG; MTV D.Score), e ,knto4” 3a OLEeHKa Ha OTrOBOPa Ha
neyeHneTo, MPOrHO3aTa 3a MauMeHTa U 3a MHAUBKAYa-
NM3UPAHO MOAENMPAHE Ha KOMMIEKCHOTO fleveHue, C
JNOMBAHUTENHU NPOMEHW B Tepanuata. HamanssaHeTo
Ha MeTabonNMTHaTa akKTMBHOCT (CNafaHe Ha CTOMHOCTUTE
Ha SUVmax; TLG; MTV D.Score) Ha Tymopa cnefi 3anou-
BaHe Ha NleyeHneTo, MoXe Aa Obae HabnogaBaHo Aopu
npean HamasnaBaHe Ha pasMepa Ha MacuTe C HaCTbrBaHe
Ha MOPOONOrMUHI MPOMEHN, 3aLLOTO MeTabonuTHaTa, Ty-
MOPHO-KNIeTbUYHa CMBPT" M3NpeBapBa No Bpeme CTPYK-
TYPHO-TbKaHHWTE NpomMeHn (14).

MpunoxeHreto Ha 18F-FDG PET/CT B npocneassa-
HeTo Ha nauueHt ¢ AOKT, npenocTasa BaxHa MHOOP-
MaLmMA 33 epeKTMBHOCTTa Ha nevyeHneTo. Ta No3BONABA
no-nobpa npeuleHKka Ha ToBa, Aanv fa ce NPOABKM NN
MoavdULIMPa TEKYLIMAT NevebeH pexinm, C Hafex/aaTa 3a
nonobpsABaHe Ha pe3ynTaTuTe Npuv TOBA MHaue TEXKO 3a-
bonnagaHe.

XNPYPruuHOTO Nlederue, BKIIOUYBALLO LUMTOPedyKTNB-
Ha XUPYPrua u xuneptepMnyHa KHTpanepuToHeanHa
xummoTepanus (HIPEC), Boan oo nogobpeHa npexunss-
eMOCT, 0COOEHO KOraTo ce KOMOUHMPa C XMMMOoTepanms
(15). LlanoctHoTo abgommnHanHo nbyeneveqve (WART) ce
NOABABA KAaTO Bb3MOXKHOCT 3a JleueHue cref] XuMmnoTepa-
nuVA, BbNpeKn NoTeHUManHuTe ycnoxHervs. MpoyusaHxe,
M3NON3BALIO LANOCTHO abAOMUHO-NENBUYHO, MOAY-
paHe Mo UHTEH3UTET NbueneyeHne, Npeanara HamaneHa
PaAMaLMOHHA TOKCUMUYHOCT, B CPaBHEHME C KOHBEHLINO-
HanHO abaoMuUHaNHoTO nbueneyerHne WART (16).

CncTemMHaTa XMMMOTepanna, 0CobeHo pexnmbT P6,
€ OCHOBaTa Ha NneyeHneTo Ha [JKT, gokato Apyry Bb3-
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MOXHOCTI, KaTo MHX1butopu Ha CDK4/6, aHTuTANO-ne-
KapCTBEHW KOHIOraTV 1 apioTUHMO, MoKasBaT pas3finmuHa
edektnBHOCT (17). HoB xummoTepanesTnyeH areHT ONC-
201, nposBaBa obellaBally pe3ynTaTy, Kato WUHXUOU-
pa pacTexa Ha Tymopa B NpeakAMHUYHKM mModenn (18).
IMyHHaTa Tepanua, TapreTipalla peuentopu kato B7-
H3, GD2, EGFR, HER2, MHX1OUTOPW Ha TUPO3MH KMHa3aTa
W aHOpOreHHN pelenTopy e obelliaBallia NePCreKkTnBa,
0cobeHo Npu No-mnaam 6onHK, bnarogapeHne Ha bnaro-
NPUATHUTE CU BATOCPOYHN edeKTn.

SAKJTIOYEHWE:

OOKT e pagbk capkoMaTovaeH 3/10Ka4eCcTBEH TYMOP,
KOWTO Han-4eCTO Bb3HWMKBA B MepUTOHeanHata KyxuHa
N Ce xapaKTepm3npa C fola NporHo3a. MNpeacraBeHusT
KNWHWYEH Clydyait nofdepTaBa ponsaTa U NPUHOCKUTE Ha
18F-FDG PET/CT B MUmManHOTO CTaaupaHe, NporHo3aTa,
npeavkumMATa Ha TepanvsaTa Ha NauneHT1Te C TOBa 3a-
bonsaBaHe, 0CObEHO MpPK TakMBa C OOWMPHA NePUTOHe-
anHa ancemmHauma. XmbpugHata obpasHa AnarHoCTuKa,
CbueTaBalla OYHKUMOHANHO-MeTaboNUTHa U CTPRYKTYp-
HO-aHaTOMWYHa MHOOPMALIMS, AOMPUHACA 3HAUYUTENHO
3a NO-TOYHaTa OLEeHKa Ha Pa3NpPOCTPaHEHMETO Ha 3a00-
NABAHETO, KaKTO U 338 MOHUTOPUPAHE Ha TepaneBTUYHMS
oTroBop. ToBa MO3BOMABA MO-MPELM3HO VHAMBUAYANN-
3UpaHe Ha NeYeHMETO 1 NMoTeHUManHo nogobpaBaHe Ha
KNVUHWYHUTE pe3ynTaTul.
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