86

PEBMATOJIOIMMA
Vol. XXX, Ne 4/2022

KNUHWYEH CNYYAN HA NALUMEHT C EKCTPAOCAJIEH CAPKOM HA IOUHT

RHEUMATOLOGY
Vol. XXX, Ne 4/2022

H. Ctounos, C. EmuH, X. OumoBa, B. Bosaxnesa

KnuHuka no pesmatonorusi, YMBAJ “Cs. NeaH Punckn” — Codus

Pesrome. Capkombm Ha FOuHe e emopusim Hal-4ecmo cpewjaH KocmeH myMop 8 0emcka U IoHOWeCKa 8b3-
pacm. Yecmomama My ce pasnuyasa 3Ha4umesiHo cped pacume, HO € CpasHUMesHoO PSOBbK cped YepHo-
Koxume deya u Kumaulckomo HacesneHue. NayueHmume cbC capkoMm Ha FOuHe rposiesseam floKanHu cuMmrl-
momu, xapakmepusupawu ce ¢ obpasysaHe Ha mymMopHa maca, 6orka, nodysaHe, 8eHo3Ha ounamauusi u
xunepemusi. BbamoxHo e 0a 8b3HUKHam rnamosio2udHu ¢ghpakmypu rnopadu KOCMHU Memacma3su C rpoe-
pecupauwy, Hegponoau4eH dechuyum 00 napanusa. B cnyyaume, koeamo capkombm Ha KOuHe npou3xoxda
om epbOHama cmeHa, Yyecmo ce Habnodasa nnespasnHa UHgunmpayusi, KOMbUHUpPaHa ¢ KapyuHOMamo3eH
nnespum. [Npedcmassme KnuHUYEH crydal Ha nayueHm Ha 40 e., QuazHocmuyupaH mbpeoHadYasHo ¢ bel-
Kepoea Kucma 8 sisseama 3adKosisiHHa siMka. Cried nposedeHa KOHcynmauusi ¢ opmored 60/IHUSIM e HacoYeH
3a Xupypeu4yHo omcmpaHsieaHe Ha hopmayusma. VisebpuwieHa e ekcmuprnayusi, HO XUcmosnao2u4YHUsIm pesyr-
mam He nomebpxdasa OuazHo3ama U Xxapakmepu3upa Haxo0kama Kamo “KucmudeH 5106ynapeH KanuispeH
xemaHeuom*, [lpe3 Hoemepu 2018 e. cned peyudus Ha ghopmayusima e udsbpuieHa peekcyusus. [posede-
Homo erocriedcmaue UMyHOXUCIMOXUMUYHO u3crie08aHe ycmaHosesea, Yye UMyHOeHOMUMHO U Mopghosio-
2UyHO HaxoOKkama Koperupa 8 Hall-8ucoKa cmereH C ekcmpackesnemeH capkom Ha FOuHe. []ea meceua cried
ekcyususima e nposedeH PT/CT, om kolimo He ce ycmaHossisam peyudus u 8mopuyHa ducemMuHayusi. EOoHa
200UHa Mo-KbCHO, MO M0800 Ha apmpariauu 8 0sicHa paMeHHa cmaea rnpu nayueHma ca rposedeHu MPT u
KT. Pesynmambm om obpa3Hume u3criedgaHusi ycmaHosesisa peyudus Ha mymopa e duacghudama Ha 0eceH
Xymepyc ¢ 8mopuyHa uHmparlynmoHanHa oucemuHayusi. [lpu 60nHuUs e 3arnoyHama xumuomepanusi ¢ 006bp

KITUHU4YeH omeoegop.

Knrowoeu dymu: capkom Ha FOuHe, mepaneemuyeH rnodxod, XpoHuUYeH 60IKo8 CUHOPOM

BbBEAEHME

damunuara Ha FOuHr capkomuTe (PHOC) e rpyna
3r10Ka4eCTBEHN TYMOPU Ha KOCTUTE N MEKUTEe TbKa-
HW. KbM Hes ce npuyncnsaeat KNnacu4ecknsitT Capkom
Ha HKOuHr, ekcTpaocanHuAT (eKcTpackeneTeH) cap-
koM Ha KOuHr, pPNET n TymopbT Ha AckuH [1].

3a NbpBM NbT CbLCTOSTHUETO € OMNUCaHO MNpe3
paneyHata 1921 r., KoraTo aMepuKaHCKUAT naTonor
Ihbxenmc KOuHr nacnegsa kKiopetTupaH martepuan oT
KOCTeH Tymop Ha 14-roguwHO MOMWUYE, KOWUTO ce
pasnu4yaBa KakTo OT TUNMYHaTa MUKPOCKOMCKa Kap-
TMHA Ha OCTEOCAapKOM, Taka M OT no3HaTuTe opmu
Ha MuenomHuTe Tymopu [2]. PHOC 3acqarat npeamm-
HO Jeua W nogpacTeBawy € nukoBa 3abonsemocT
BbB BTOpaTa Aekaga okono 15-roguiHa Bb3pactT,
HO Makap ¥ No-psako ce Habrogasa v Npy Bb3pacT-
Hn > 30-roguwHa Bb3pacT [3, 4, 9]. 3abonsemocT-
Ta B nonynauusta Bapupa mexay 2,3-3 crny4das Ha
1 000 000 HaceneHue ¢ Neko npeBanupaHe B nonsa
Ha mbxkuda non 1,2-1,5: 1 [3, 4, 5]. OtgenHuTe HO30-
nornyHMTe eanHMum oT hamunusta Ha FOuHr capko-
MUTE CNOAENAT HAKOM MHOTO CXOOHW XMCTOMOMMYHMY,
UMYHOXUCTOXMMUYHU Y FTEHETUYHU XapaKTEPUCTUKN,

nopaam Koeto ca cbbpaHu B egHa rpyna. OT xuc-
TOMNOMMYHa rnegHa Todka Te ce NPeAcTaBsT KaTo
MarKku Kpbrmv CUHW KNETKM C OCKbAHAa uuTonnasMa
W 3aKkpbrneHn sapa [6]. Ypes XxpomMo3oMHU aHanu-
31 e gokasaHo, ye npu okono 85% oT cnyyauTe ce
Kacae 3a reHeTM4YHa aHoManusi, M3passiBalla ce B
peuunnpoyHa TpaHcnokaumsa mexagy EWSR1 n FLI1
reHute 1(11;22)(q24;912), kaTo B KpariHa CMeTKa ce
obpasyBa EWSR1-FLI1 cpy3noHeH reH [7, 8].

Knacuuyeckusat capkoM Ha FOuHr e BTOpUAT Mno
YyecToTa TYMOp Ha KOCTUTe Mpu Aela v nogpacTea-
wwm cnen octeocapkoma [3, 4, 9]. JocTta no-psiako
CpeLlaH e ekCTpacKeneTHMAT capkom Ha KOuHr, kon-
TO NMpou3xoxaa OT MeKUTEe TbKaHu U e C YyecToTa
mexay 6-47% ot yanata ®HOC [10].

HawuaT knMHu4YeH cnyyar ce oTHacs 3a nauu-
€HT Ha 40-roguLuHa Bb3pacT C eKCTpackeneTeH cap-
kom Ha KOuHr B nonnurteanHarta obnacrt.

KNMHWYEH cny4yAn

Kacae ce 3a Mbx Ha 40 1., konTo B Kpas Ha 2017
r. cbobLlaBa 3a nogyBaHe 1 Bonka B obnactra Ha
nsBaTa 3agkonsHHaTa sMKka. Bnocneactsue Gon-
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HUAT Ce onnakea OT OrpaHnYeHe Ha OBUXEHUSTa
B NIBOTO KOMSAHO U € XOCnuTanu3vpaH B KNUHUKa
no optoneaus npes tonn 2018 r. Npu nauneHTa e
yCcTaHOBeHa opmaLmsi, 3a KOSTO € N3Ka3aHo CbM-
HeHue 3a OelikepoBa Kucrta ¢ pasmepu 7,4/4 cwm.
V3BbplleHa e ekcTupnauusi, HO XUCTOMOMMYHUAT
pesyntaT He NOTBbpXAaBa [uarHosaTa W xapak-
TepusMpa Haxogkata KaTo “KuctuyeH nobynapeH
kanunspeH xemaHrnom“. lNpes Hoemepu 2018 1. no
noBoj peunaue Ha hopMaumsTa e u3BbpLUeHa pe-
ekcumaus. NpoBegeHOTO BNOCNEACTBUE UMYHOXNC-
TOXMMMWYHO M3CredBaHe yCTaHOBSBA, Ye UMyHode-
HOTUMHO 1 MOPMONOrMYHO HaxoakaTa Kopenvpa B
Han-BMCOKa CTEMNeH C eKCTpacKeneTeH capkom Ha
tOunr. [1Ba meceua cnep ekcuusnsata € npoBeaeH
PT/CT, oT KONTO He ce ycCTaHOBSABaT peuuauB 1
BTOPUYHA AMCEMUHALNS.

Mpe3 2019 r. 6ONMHMAT OTHOBO Ce XocnUTanuan-
pa no noBoA HoBOMOsBWIa ce Gonka B obnacTTa Ha

OSICHOTO pamMo U MULLHULA NO MexaHudeH Tun. OT
npoBegeHnTe obpasHn n3crneaBaHnsa ce Habngasa
Hanuumne Ha MPT un KT gaHHu 3a peumame Ha TyMo-
pa B ouadmsarta Ha feceH XyMepycC C BTOPUYHA UH-
TpanynMmoHanHa ancemuHauus. M3BbplieHa e ou-
oncus OT ne3usaTa, KaTo XUCTONOrMYHUAT pesynTaT
noTebpxaasa peunaus Ha HOuHr capkom. Nauunen-
TbT CE€ HAaCO4YM KbM KITMHMKA MO OHKOMNOMNs, KbAETO
ce cTapTupa xumuoTtepanusa ¢ EnncnHgan n Vdoc-
damua. Cnen aBa TepaneBTUYHM Kypca NedYeHneTo
npoabmkaea no cxemata VEC/IE.

H3cnedeaHus:

MKK, OKK, 6uoxmmus, koarynaumoHeH craTtyc —
0e3 OTKNOHEeHWst OT pechepeHTHUTE CTOMHOCTM.

AMP Ha nbpBUYHaATa Haxodka npeau nbpBaTta
onepartvBHa MHTepBeHUMS: fonama HanobeHa Kowm-
nnekcHa myntuHogynapHa Ty cdopmaums B nonnum-
TearHa gMKa BNnsiBO, JocTuralla pasvepn 66/59/64

Que. 1. EkcmpaocaneH capkom Ha FOuHe e nsiea

3a0KoJIsIHHa sIMKa

®ue. 2. PeHmeeHozpaghus Ha 6enu opoboee
C Hanuyue Ha UHMpanyJsIMoHasIHa uceMuHauusi
Ha capkoma Ha FOuHe

Que. 3. KT daHHU 3a uHmpanynmMoHanHa
ducemuHayusi Ha capkom Ha lOunHe
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MM, aHraxupawa nogkoXxHaTta MacTHa TbKaH W
oKasBalla M3pa3eHa KOMMpecusi BbpXy MYCKynu-
Te No cbCeacTBo. BbTpeorHuwHata cTpykypa Ha
dopmaumaTa € KOMMAEKCHa — Hamnumue ca KUCTUYHU
(MpeouMHO nepudepHO pPasnorfoXeHn) U ConUAaHU
(c Bapupall MHTEH3UTET) KOMMOHeHTU. Habnogasa
ce nepudokaneH egem B MacTtHata TbkaH Mo Cb-
ceacteo. Cnen annukaumsi Ha KOHTpacTHa maTepus
€ Hanvue MHTEH3UBHO ycurneaHe B obnactra Ha co-
nNnOHUTE KOMMOHEHTU Ha hbopmaumsTa n nepudep-
HO Ha KUCTUYHUTE.

XncTonaTonormMyHo u3crenBaHe: KUCTUYEH Io-
OynapeH KanunspeH XeMaHr1oM.

XncTtonaTonornyHo uacnensaHe (peuvams): Me-
KOTbKaHEeH TYMOp Ha NnsiBa 3aAKOMsiHHA sIMKa C MOp-
donorna Ha OpebHOKNEeTbYEH CapkoM, ¢ MOpdo-
nornst U MYHOEHOTUMN CXOAHU C eKCTpacKerneTeH
KOuHr capkom.

VIMYHOXUCTOXMMUSA: aTUNUYHUTE KNETKU eKcrnpe-
cupat: CD99 (100%), Vimentin, S-100. Te He ekc-
npecupar: TLE-1, MDM2, HMB45, CK19, MyoD1,
CD31, NSE, NF200. FLI1 He e n3cnensaH.

VIMyHOXMCTOXMMNS OT OuomncuyeH Mmarepuan
OT Xymepyc (peuunamB): KOCTHU bparMeHTn 1 Meku
TbKaHu ¢ MHpNUTpauma ot manurHeH “‘small, blue,
round cell” Tymop, Han-BepoATHO HKOWHIK capkoMm.
AtnnnynHuTe knetkm ekcnpecupat CD99 n Vimentin.
He ce ekcnpecupart: Actin, Desmin, CD45, EMA.

OBCBHXOAHE

EkcTtpaocanHuat capkom Ha KOuHr e arpecuBHa
Heonmnasns Ha MeKMTe TbKaHW C BMCOK MeTacTaTu-
YeH noTeHumar, KOMTO MOXe Aa 3acerHe Bcska aHa-
ToMMYHa obnact [11, 12, 13]. 3a pasnuka oT KOCTHUSA
0OCTeOoCcapKoM, ekcTpackeneTHata popma Ha Tymopa
3acsara no-Bb3pacTHU NauMEHTU, KOMTO ce guarHo-
cTMuMpaT okono yeTBbpTata gekaga [14]. B egHa
MHAWIMCKA OHKomnornyHa 6onHuua u nacnegosaten-
ckn mHcTuTyT Sudha S. Murthy et al. nacneggar ko-
xopTa oT 302-ma nauneHTn ¢ ®HOC, npocneassann
3a nepwuog ot okono 10 roguHu. [JaHHuTe OT Npoyy-
BaHeTo coyat, ye npu 119 (77.7%) oT naumeHTu-
Te TYMOPbBT Ce foKanuampa B MEKUTE TbKaHW, KaTto
Han-4ecTo ce cpella B Gegpara, rpbAHMS KOLW 1 Na-
pacnuHanHua pernoH. Camo npu gBama nauueHTu
OT Tasu KoxopTaTa TYMOPbT € floKkanuanpaH B non-
nuTeanHaTa obnacT, KOETO Ce OKa3Ba OTHOCUTENHO
psifika nokanusauusi, KakTo B NPeACcTaBEeHUs OT Hac
KIUHUYEH cry4van.

Mopagu HecneuudmyHaTa KAMHUYHA KapTuHA,
KOSITO Ce n3pa3siBa OCHOBHO C MOAyBaHe W flokanHa
bonka [15], 3a nocTaBsHe Ha AuarHosata ca HyXHu

OOMbIHUTENHW PaaNONOrMYHU, XMCTONMOMMYHN U UMY-
HOXUCTOXMMUYHU  M3CneaBaHus, CbOTBETHO cref
B3eMaHe Ha buorncmyeH matepuan ot hopmauuara.

Pagunorpadckute Genesn Ha TO3M Tymop ca
Cblo HecneunduyHn [16]. Ha peHTreHorpadusa
MOXe Aa ce BUaM ronsma MekoTbkaHHa hopmauus,
B HSIKOW Criyyaun C KanuudukaTtu, Kakto 1 3acsraHe
N epo3vpaHe Ha nognexalarta KocT. [Mpu TymopHa
dopmaumsa ¢ Mankm pasmepu € Bb3MOXHO [a MMma
HOpMarneH peHTreHorpadcku obpas Ha nscnensaHa-
Ta 30Ha [17].

Ob6wuyariHo KT obpas B NoBeYETO Criyyam ycTaHo-
BsiBa HecneundpunyHa MeKOTbKaHHa TyMopHa dop-
MaLuMsa C HamaneHa aTteHwauuns, 6nmska 4o Tasun Ha
myckynuTe [18].

YnTpasBykoBata Haxogka Bu3yanuaupa Xuno-
exoreHHa xeTeporeHHa maca ¢ Bucok PWD curHan
[19]. KaTo no-yyBcTBUTENHa OOpasHa MeToauka
MPT c koHTpacT Moxe ga usobpasu nceBgokancy-
na c pobpe oTrpaHnyeHn proose. O6mnkHoBeHO B T1
MeKOTbKaHHaTa oopMaLms € C XeTePOreHeH CuUrHa-
NeH MHTEH3NTET, a B T2 B NOBEYETO Cryyau € nosu-
weH [18].

XucTtonormyHaTta Haxogka npu ®KOC ce xapak-
Tepuaupa ¢ Mankm Kpbrin CUHU KNETKM C OCKbAHa
umTonnasma, cbabpKalla rmuKOreH U oBanHu sapa
C pasnpbcHaT xpomaTuH [6, 20].

KneTknTte Ha TymopuTe OT CEMENCTBOTO Ha FOMHT
capkomuTe ekcnpecupat B 99% CD99 membpaHeH
aHTureH [21], konto obaye ce cpewa u nNpu gpyru
HeonnacTU4HU KneTku [22]. 3a Han-cneundunyHa 3a
Tasu rpyna Heomnmnasuu ce cMmsiTa ekcrnpecusita Ha
FLI1 [23]. B npeacrtaBeHus OT HAC KIWHWYEH Criy-
Yah MUMYHOXUCTOXMMWYHOTO M3crenBaHe MOTBbPX-
[aBa eKcrnpecusita Ha aTunu4HuTe kneTkm Ha CD99
(100%). Cnopepn HanpaBeHaTa nuTepaTypHa crnpas-
Ka e Bb3MOXHa U eKkcrpecusiTa Ha gpyrn MeMopaH-
HW aHTUreHn kato Hanpumep NSE, S-100 npoTtenH
N cuHanTomsmn, 3a KOETO Ce cunuTa, Ye 3aBucu oT
cTerneHTa Ha HeBpoekTogepmanHa gudepeHuma-
ums [20]. Benpeku 4e He e nacneasaH FLI1, npu Ha-
WM KNMHMYEH cnyydan ce yctaHoBsiBa NSE, koeto
Bepucmumpa guarHosara. JibuerepanuaTa e buna
cTaHgapTHOTO nedeHue 3a OHOC go 1960 r., kaTto
nbyeTeEpanUATa UM XUPYPrnMYHOTO OTCTPaHSABaHE
Ha Tymopa ca Ounu egunHCTBEHUTE METOAMKW 3a
neyeHne pgotoraea [26]. CapkomMbT Ha KOMHr noHac-
TOSILLEM W3MCKBA MYNMTUAUCUMMIMHAPEH nogxos,
BKIMIOYBALL, XMMUOTEPaNud, XMpyprusa u nbyetepa-
nua. MNpu TpyoHW 3a ekcum3ansa TyMOpHU cbopmaumm
C NOAXoAsiwa rpaHuiua ce npunara npegonepartme-
Ha nbyeTepanus (36-55 Gy). Mo nogobeH HaunH ce
npwvnara criegonepatmBHa mbYyeTepanusi, ako rpaHu-
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uarta, nocTurHata 4pes onepauusi, € HegocrtaTbyHa
3a fiokarneH KoHTpor. MpoBegeHnTe KINMHUYHK Npo-
y4BaHUS MokKaseaT, Ye nauueHTuTe, Npu KOMTO ca
yCTaHOBeHN 6enogpobHn mMeTacTasu n e nposede-
Ha nmbyeTepanus, MaT no-onaronpusiTHa NPorHosa
B CpaBHEHMWe C Te3n, KOMTO He ca MPOBENU Takasa
[27, 28]. B onucaHusa OT Hac KNUHWYEH crny4van, npu
ycTaHoBsiBaHe Ha 6enogpobHMTE MeTacTasu € npo-
BeJeHa XMmuoTepanusi, Ho BbMpekn ToBa ce Habnto-
haBaT go0bp KIIMHUYEH OTroBOP M CTabununsnpaHe
Ha CbCTOSHMETO Ha NauneHTa.

3AKINIOYEHUE

MekoTbKaHHUTE capkoMK B monnuTeanHara o6-
nacT ca psiako 3abonsiBaHe C HETUMU4YHAa JloKanu-
3auma [24]. B cbwoTo BpeMe nonnuTeanHa Kucrta
(GenkepoBa kucTa) ce cpella CpaBHUTENHO YECTO

B peBMaTonorMyHata npakTuka, KoATo npeacTa-
BMNsiBa OTOK Ha Oypcarta racTpoOKHEMUKYC — CeMMU-
MemMbpaHO3yC nopagu pasnuyHa BbTpecTaBHa na-
TOrnorusi Ha KomnsiHHata cTtaBa [25]. ToBa e 6una u
MbpBOHAYanHarTa avarHosa npuv Halwusi nauueHT, HO
fbnarogapeHne Ha NPOBEAEHUTE XMCTONATONOMMYHU
n3cnedBaHvs e nocTtaBeHa psdgkaTa AuarHosa ex-
cTpackeneTteH capkoM Ha FOuHr.

JonbnHutenHn obpasHu u3creaBaHust 3Ha4u-
TENHO JOMPUHAcCAT 3a NpeuM3MpaHeTo Ha AuarHo-
3aTa nopagu LmMpokaTta AaudepeHumnanHoguarHoc-
TMYHA KapTUHa Ha natonoruaTa B Ta3yM aHaToOMU4YHa
obnact. >KuBoTocnacsiBawo e audepeHuMpaHeTo
Ha [OBpOKa4yeCcTBEHU OT 3MOoKavyeCTBEHW NpoLecu
KaTo 3MNaTHWAT CTaHAapT Mpu HaW-manko CbMHe-
HMe 3a MarMrHeHoOCT € NPOBEXAaHeTo Ha bruoncus ¢
UMYHOXMCTOXMMUYHO U3CMeaBaHe Ha ThKaHTa.



