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Pestome: 3noka4yecTBEHUTE TYMOPY Ha THHKOTO YEPBO Ca pedku 1 0BMKHOBEHO ce Auar-
HoCcTUUMpAaT KbCHO. [NpeacTtaBsame cnyya Ha NauveHT C MbpPBUYEH TbHKOYpe-
BEH aHannactTuyeH egpoknetbyeH numdom (AEJT), HyneBoKNeTbYEH BapuaHT,
IV KnuHu4eH ctaguin. MopdonorMyHn npoMeHn Gsixa xapaktepHu 3a AEJ], Ho
ekcnpecust Ha CD30, kakTo M Ha aHannactTuyHa numdoma knHasa (ALK), AE1-
AE3, S-100, Melanoma Ab, c-kit, CD34, CD20, CD5, CD45, CD45R0O, CD3,
EMA, CEA, AFP n PLAP, He 6e yctaHoBeHa. lMpu naumeHTa 6s1xa npoBeaeHu
XVPYPrMYHO feveHve n xumuoTtepanus, Ho Gornectta HanpegHa 6bp3o u 3a-
BbpLM C NneTtaneH maxod. lNpepnonarame, ye HanpegHanuaT cTaguii Ha 6o-
necTtTa u nuncata Ha ekcnpecus Ha ALK ca cBbp3aHu C Heycnexa Ha npuroxe-
HOTO NneveHue.
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Summary: Malignant tumors of the small intestines are rare and generally diagnosed at late
stages. We present a case of a patient with a primary small intestinal anaplastic
large cell lymphoma (ALCL) of the null phenotype, in stage IV. The morphologi-
cal alterations were typical for the ALCL, but expression of CD30, as well as ex-
pressions of anaplastic lymphoma kinase (ALK), AE1-AE3, S-100 protein,
Melanoma Ab, c-kit, CD34, CD20, CD5, CD45, CD45R0, CD3, EMA, CEA, AFP
and PLAP were not found. Surgical treatment and chemotherapy were per-
formed, but the disease progressed quickly with a lethal outcome. We suggest
that the late stage of the disease and the absence of ALK expression are asso-
ciated with the failure of the applied therapy.
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BbBEOEHUE

3rokayecTBeHUTE TYMOPY Ha THHKOTO 4YepBO ca
C MHOro HWcCKa d4ecToTa, obxsauwawa 1-3% ot
BCUYKN ManurHeHu 3abonsisanms [2, 20]. MNMo-manko
oT 5% OT nbpBMYHMTE TYMOPW Ha racTpo-
nHTectnHanHua Tpakt (TUT) ce pa3smBaT B TbHKO-
TO YepBo [35]. AoeHokapUuMHOMUTE, KapuuHonauTe,
nnmcomnTe 1 capkoMuTe BKMoYBaT OKorio 95% ot

BCUYKN TbHKOYPEBHM Tymopu [9, 21]. YcKopeHusaT
TBHKOUYPEBEH Nacax, roneMusaT A Ha TEYHOCTTa B
THHKOYPEBHOTO CbABPXKMMO, BUCOKOTO MHTpany-
MEHHO pH, M3paseHaTa eH3VMHa aKTUBHOCT, 6bp-
30TO KNeTb4yHO OBHOBSABaHEe Ha THHKOYPEBHUSA enu-
Ten, nuncarta Ha BakTepuanHa gnopa 1 3HauuTen-
HOTO KONUYeCTBO Ha IgA ce U3TbKBaT KaTo OCHOBHM
NPUYUHM 32 HUCKaTa UM vectoTa [14]. ManurHenum-
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Te THHKOYPEBHM Tymopu 0BMKHOBEHO ca 6escumn-
TOMHM B HayanHuTe CTagmuM OT pPas3BUTMETO CW.
JinmcomunTe Ha THHKOTO YepBO, NOAOGHO Ha apge-
HOKapPLUMHOMUTE, HaW-4eCTO HapacTBaT WHTpany-
MEHHO, HO B HSIKOM Cryvau ce pasnpocTpaHsBar
KbM cyOMmyKko3aTa M MYCKYMHUS Cnow KU gocTturat
ronemun pasmepu, npean ga 6vaaTt oTkpuTu. Knn-
HMYHaTa KapTUHa ce CbMbTCTBA OT HecneunguyHmn
CMMMNTOMM: crnacTu4Ha nepuymbunukanHa 6orka,
nofyBaHe Ha KOpeMa, rafeHe v noepbluaHe. Hab-
nofaBaT ce Olle KbpBeHe, aHeMusl, 3aryba Ha Ter-
fno, nannupaiia ce TyMOpHa Maca, XbATeHuua u
TymopHa nepdopaumns. AHamHe3aTa, pusnkanHuaT
npernea n nabopaTopHUTE MoKas3aTenu ca BaXkHU
3a OMArHOCTULMPAHETO Ha MarnurHeHUTe TbHKOY-
PEBHU TYMOpPU, HO OT OCHOBHO 3Ha4eHne ca eHaoc-
KOmckute n obpasHnTe U3cneaBaHusi, BKIOUYNTENHO
W KancynHata eHpockonus. JleyeHneTo Ha 3mnoka-
YeCTBEHUTE THHKOYPEBHU TYMOPWU BKIIHOYBA XMPYp-
s, nbyeTepanusa n/nnm xmMmmoTtepanums.

OMUCAHUE HA KNMUHUYHUA CNYYAN

MpencraBame nauneHT Ha 36 r., XocnuTanuavpaH
C OMNMakBaHUsl OT TbMW KOPEMHU BOnku, NogyBaHe Ha
Kopema U ra3oBe C A4aBHOCT OT 2 Mecela. bes 3aryba
Ha Terno, 3anaseH aneTuT U HopmarnHa gedekauus.
CobnbTcTBaLLM 3abonsBaHus: bpoHxmekTasum. MuHa-
nn 3abonsBaHus: pe3ekuMss Ha M. CTepHOKNeugo-
mMacTomaeyc v nepukapauT cnef nHeBMoHus. B neko
yBpeaeHo 06O CbCTOsiHWE, KaTo OT PU3MKanHus
cTaTyc ce ycTtaHoBW hopmauusi ¢ yMepeHa nitbTHOCT
1 nannaTopHa OONEe3HEHOCT B NEBUS XUMOracTpuymM.
JlabopatopHu nokasatenu: X6. 124; X1 0.38; Ep. 4.49
T/L; Nesk. 8.9 G/L; Tp. 370 G/L; MNpoTp. Bp. 102%;
INR 0.99; ®unbp. 6.31 g/l; CYE 36 mm/h; CRP 45.82
mg/l; AcAT 9 U/L; AnAT 13 U/L; AD 217 U/L; y-I'T 20
U/L; IAX 341 U/L; O6bw, 6entek 68 g/l; AnbymuH 41
g/l; 06w, 6un. 15.6 ymol/l; Aup. 6un. 7.7 pmol/l; Kp.
3axap 4.8 mmol/l; KpeatuHmuH 83 pmol/l; Ypesa 6.3
mmol/l; Na 137 mmol/l; K 3.8 mmol/l; CI 102 mmol/l;
Fe 7.6 umol/l; 2)KCK 60 pmol/l. MpotenHorpama: B
Hopma. TymopHu mapkepu: CEA — 0.20 mcg/l (Hopma
0o 5) CA-19-9 — 4.33 Ul (Hopma go 35). Exorpadus
Ha KOPEMHW OpraHu: Ha HUBO CUrMa-KOMOH OEeCLIEH-
[JeHC ce BWKaa natororMyHa Kkokapaa ¢ guameTsp 74
mm. ®KC: HopmanHa eHgockoncka Haxoaka. Mpuro-
rpadms: rmagky odeptaHus, 6e3 gedektn B U3MbI-
BaHeTo. ®IC: pednykc esodarut, eputemaTo3eH
naHractput. KAT Ha KopeM — CTeHo3upalla fymeHa
cdhopmauumsa B etOHYMa, aHraxupalla cTeHaTa My Ha
npoTtexeHue ot okorno 70 mm (cpur. 1). bes abgomu-
HanHa nuMmdageHonaTus. NapeHxMmMHM opraHu — 6e3
npomeHn. KAT Ha 6sn opo6 — napeHxumHa nesus ¢
pasamepu okoro 20 mm B neBus xunyc Ha 6enus
apob.

®ur. 1. TymopHa hopmauusa B o6nactra Ha TbHKOTO YepBO

Mpun naumeHTa 6e NpoBeaeHO XMPYPruYHO feve-
Hue, KaTo 6sxa yctaHoBeHun Ty cdopmauus (c guame-
Tbp 8-9 cm, HepaBHa NOBBLPXHOCT M 30HW Ha pa3nag,
0ob6TypupalLia NoYTU HaMbIHO MyMeHa Ha NetoHyMa Ha
okomno 20 cm ot lig. Treitzi n nHdunTpupaLla KomoH
OeCLeHAEHC) U MHOXECTBO YrofieMeHu nNMMdHN Bb3-
N1 B Me30TO Ha TBHKOTO YepBO U B obriactTa Ha a. u
v. iliaca sin., gokato ocTaHanuTe KOPEMHW OpraHu
bsxa 6e3 BMOMMU NaTONoOrMyHM NpomeHn. 3sbplue-
HM Osixa pesekuMsi Ha TBHKO YepBO, NEBOCTPaHHa
XEMUKOMNEKTOMMS, OMEHTEKTOMUSA U NIUMAdHa AUCEK-
ums. PesyntaT OT XUCTOMOMMYHOTO M3crenBaHe Ha
fuoncnyHMA martepuan: TyMOpHa TbkaH CbC COMK-
OEeH pacTex, usrpageHa OT CWUIHO MNONMMOPMHM
KNeTkn C Haur-pasHoobpasHa xapakTtepucTvika — oT
ApebHu numdoumMTonogobHM A0 MMraHTCKM MHOrosa-
PEHWN, U3TOYEHWN KIETKU, OUCKOXEIVNBHM MOSNIMIOHANHN
KNETKN C EKCLIEHTPUYHWN siApa U MakpoHykneonu (cur.
2-5). lMpn wuscnegBaHe Ha VIMYHOXMCTOXMMUYHATA
eKCrpecusl Ha TYMOPHUTE KIeTkn 6e ycTaHoBeHa OT-
pyLaTenHa peakums npyu Mapkepute cytokeratin AE1-
AES; S-100 protein; melanoma MOHOKMOHaNHO aHTu-
Tano; c-kit(CD117); CD34; CD20; CD30; CD5; CDA45;
CD45RO0O; CD3; ALK; EMA; CEA; AFP; PLAP. 3ak-
noyeHve: AHannacTuyeH eapoKneTbyeH nMMdom
(AEJ), HyneBoKkneTb4YeH BapuaHT.

®ur. 2. TbHKOYpeBHa cTeHa ¢ aAndy3Ha TyMOpHa MHUNTpaums,
Ha MecTa C Hamek 3a HoaynapeH ctpoex (H&E), x 40
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®ur. 3. NMopyepTaHa XeTeporeHHOCT Ha TyMopHaTa maca —
pasnuyeH XUCTONOrMYeH BuA B OTAENHU noneta
(H&E), x 40

dur. 4. Eapu, nneomopdHU, BKN. MHOrOSiAPEHU TYMOPHM
knetkm (H&E), x 40
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®ur. 5. CunHoO NonMMopdHN, ANCKOXE3UBHU TYMOPHMU KIeT-
KA C OTHOCUTESTHO LUMPOKMU, PO30OBO OLBETEHWU LU-
Tonnasmu u pexas aapeH xpomaTtuH (H&E), x 40

KAT (cnep xvpypruyHata MHTEPBEHLMS) HA MPb-
OEeH Kow: MHUNTpaTMBHU OrHMwa B Genus gpob
BnsBo. [nespaneH nanue BnsBo. Hanvuve Ha meko-

TbkaHHa chopmaumst B nesust xunyc (numcom, OL:
nakeT ot yroriemenu n.B.). KAT Ha aboomeH n Manmbk
Ta3 — 6e3 AaHHM 3a yroneMeHu nMMdHN Bb3nu. Tpe-
naHobumoncusi: HoOpMoLEeryrapeH KOCTEH MO3bK, 6e3
aHraxupaHe Ha KOCTHMSI MO3bK OT OCHOBHOTO 3abo-
nsiaHe. 3abonsaBaHeTo ce ctagupa kato VA knuHu-
YeH CTaaun 1 ce pelun a ce npoeeat 8 unkbia no
cxema CHOP (Cyclophosphamide, Epirubicin, Vin-
cristin, Urbason). MauneHTbT 6€ B 006po 0610 che-
TOSIHME B HA4arnoTo Ha NeYeHNeTo, HO BMNOCMNEeACTBYE
ce nosiBuxa nymbanHu 6onkv ¢ AaHHM 3a BepTebpa-
neH cuHapoM. JlymbanHa nyHkums He 6e M3BbpLUEHa,
nopagm Hecbrmnacve Ha nauveHTa. Cnep 3 nposefe-
HM unkbna no cxema CHOP Ge n3BbpLUEeHa NOBTOPHO
KAT c gaHHM 32 CUrHUGUKaHTHaA MegmacTuHanHa m
nsBa xunycHa numdyageHonaTusi, MITbTHU aneeonap-
HM MHUNTPATN B NapeHxmMma Ha nsB ropeH 6enoa-
pobeH Osn, neBOCTPaHeH MrieBpaneH W3nve, KOMIM-
pecuoHHa aTernekTasa-nse AofieH nob, aHraxvipaHa
oT Ty dopmaumsa nasa HaabbOpeyHa xnesa u rpa-
HAYHA no pasmepu abaomMuHanHa napaopTanHa
nnuvdpageHonatua. MPT: 3acsaraHe Ha TopakanHute
npewnexdn Thl, Th2 n Th9, ¢ nsmeHeHus, TUNWYHK 3a
BTOpPWYHA XeMaToreHHa AUCeMUHaLUsS B rpbOHaYHMS
ctbn6. CtabunHa komMnpecuoHHa pakTypa Ha Tano-
To Ha L1. JlabopaTopHu nokasatenu: X6. 108 g/L; Ep.
4.23 TIL; JeBk. 10.1 G/L — St. 3%,; Sg. 64%; Ly. 24%;
Mo. 9%; Tp. 688 G/L; CYE 100 mm/h; NOX 561 U/L.
C ornen Ha HenoBMnMsIBAHETO Ha 3abonsiBaHETO ne-
YeHmneTo npoabku no cxema MINE (Mesna, Ifospha-
mide, Etoposide n Epirubicin nopagn nunca Ha Mito-
xantrone). MbpBKAT Unkbn 6e npoBedeH 6e3 ycrnox-
HeHVsl, HO crepf ToBa reveHneTo Ge npekpaTeHo no
XenaHve Ha nauueHTa. 3abonsBaHeTo 3aBbpLUM C
exitus letalis cnen HsiKoMNko MeceLla.

OBCBHXOAHE

[MbPBUYHUAT THHKOYPEBEH NIMMGOM € HEXOOX-
kKnHoB numdom (HXJT), Konto 3aema TpeTo MSCTO
no yecToTa Npv ManuMrHEHUTE TYMOPU Ha TbHKOTO
4YepBO crie afeHoKapuuHOMa U HEBPOEOHOKPUH-
HUTE TYMOPU Ha TBHKOTO 4epBo. NoBeyveTo criyyam
¢ HXIl Ha TUT npousxoxgat oT B-kneTkute mnm
TEXHW MpPEeKypcopu, a Mo-paako ca T-KneTb4YHWU.
[TbpBMYHUTE FaCTPOUHTECTUHANHU NMMdomMn ca ¢
Hucka yectorta: 0.8-1.2 HoBuM cny4das/100 000 ay-
wu roguwHo [8]. TMT e Hamr-4yecTaTa fnokanusaums
Ha ekcTtpaHoganHua HXJ1, kato 30-50% oT cnyyaum-
Te ¢ ekcTpaHopaneH HXJT ce otkpusaT B TUT [16].
[acTpouHTECTMHANHUTE NMMAOMU Ce yCcTaHOoBSABAT
npeavMHO B CTOMaxa Mnu TbHKOTO 4epBo. [1ogob-
HO Ha pasrnexaaHus OT Hac Cryyan, TbHKOYPEBHU-
Te eKcTpaHoZanHu numgomMn Han-4ecTo ce passu-
BaT B MelHyMa M urneyma, KOeTo € CBbp3aHO C
pasnpegeneHneTo Ha nuMmdHaTa TbkaH [13].
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AEN e T-knetbueH HXIJI, konTo ce Habniogasa
no-4yecTo B Miiaga Bb3pacT, kaTo obxBalla OKOmMo
40% ot cnyvaute ¢ HXJ1 npu geuata n < 5% ot
cnyyvaute ¢ HXJ1 npu Bb3pacTHuTe [31]. AEJ] 3aca-
ra OCHOBHO MBLXETe W OTHOLUEHWETO MbXKe/KeHun
poctura go 6/1 [10]. Mo-4yecTn ekcTpaHoganHu fno-
kanu3auum Ha AEJ1 ca koxaTa, KoCTUTe U MeKkuTe
TbkaHu, gokato M'MT ce 3acsara psigko [6]. MNpu no-
ronsmMara 4acT ot nauueHTute ¢ AEJ1 Gonectta ce
ycTaHossiBa B Il unu IV ctagun ¢ gucemmHaums B
MHOXECTBO €eKCTpaHOZanHu nokanusauumn [29, 32].
Teaun gaHHM ce NOTBbPXKAABAT M OT HALIKUA Criyvamn.

MoBuweHaTa TemnepaTypa, HOLIHWTE W3MNOTHA-
BaHMs U OTCrnabBaHeTO Ha TErno ca YecTn CUMMMTO-
MU nNpu nauneHtuTe ¢ AEJ]. B Hawwus cnyyan obave
ce OTKposiBaxa CUMMNTOMUTE, CBbP3aHU C 06Typu-
paliata fiymMeHa Ha TbHKOTO 4epBO dopmauus.
OtpuuatenHaTta ekcnpecus Ha CD30/Ki-1 aHTure-
Ha, Yact oT TNF cynepcdamunuata, Moxe ga e
npuvynHa 3a nuncarta Ha B-cumntomu. MNpegnonara
ce, Ye BMcOKaTa 4yectoTa Ha B cumntomuTe npwm
naumeHtTute ¢ AEJ1 ce obmkM oTyacT Ha NoBuLLIE-
HUTe cepyMHM HMBa Ha CD30 pastBopumaTa op-
ma [22].

Monama 4act oT cTtaHgapTHMTe nabopaTopHU
rnokasaTenu npu racTpPoOUHTECTUHANHUTE nMMdo-
Mn Ha TUT He nokasBaT OTKIOHEHUs. YCTaHo-
BeHaTa npu nauneHTa aHemusa obave e xapakrep-
Ha 3a 3nokayecTtBeHuTe Tymopu Ha UT, Bkn. 1 3a
numcomute. Ta MOXe ga ce ObIKM Ha OKYNTHO
KbpBEHE, HO Ca BEPOSITHU M MHOXECTBO APYrn Me-
XaHW3MKn (HamaneHaTa NpPeXnBAeMOCT Ha epuUTpo-
LMTUTE, HAManeHo CBbp3BaHE Ha EpPUTPOLUTHUTE
NPEeKypcopn KbM epuUTpOnoeTuHa, HapyleHa ab-
copbuma Ha Fe, noTtuckaHe Ha ocBoboxagaBaHETO
Ha Fe ot PEC), oTroBopHM 3a aHemuuTe npu ma-
nurHeHn 3abonsBaHus. AHemMusiTa NPU XPOHUYHO
3abonsBaHe, BKM. U Npu Heonna3mu, 0OMKHOBEHO
He e CWIHO n3paseHa, ¢ HamarneHo Fe n HamaneH
unn HopmaneH XXCK. Tasu koHcTenauus 6e Hab-
niogasaHa M B pasrnexgaHus criydyan. YcTtaHoBe-
HOTO NMpW MauMeHTa yBenu4aBaHe Ha CTOMHOCTTA
Ha JIOX ¢ HanpeaBaHe Ha 3abonsiBaHETO 4ecTo
cbnbTCcTBa NmMdomMnTe U ce npuvema 3a Hebna-
ronpusiteH npusHak. YBenunyeHata CYE e gpyra
TMNM4Ha nabopaTtopHa NpoMsHa Npu nMMdgomMnuTe.
CYE 6e c NOCTOSIHHO MOKayBalln ce U C Han-
BMCOKM CTOMHOCTM B Kpasi Ha XUMMUOTepanusTa,
KOEeTO CbLO € CBbpP3aHo C Jlowa nporHosa. YBe-
nnyeHne Ha CRP ce Habntogasa npu 1/3 oT cny-
YauTe ¢ Heonnasmu Ha 'UT 1 Moxe ga cnyxu ka-
TO HagexaeH TymopeH mapkep. CRP e ocobeHo
noneseH, 3alloTO YecTo ce MnoBullaBa, [OKaTo
OpYyrM TYMOPHM MapKepu ca BCe olle B pedepeH-
THU rpaHuumn. Te3n faHHW ce NOTBbPXKAaBaT M Npu

cerawHus cnyyam ¢ nosuweH CRP u HopmanHu
cepyMHu ctoriHocTn Ha CEA n CA-19-9. Yeennye-
HUSAT UOPMHOreH Npu MauveHTa e nokasaTten 3a
ManurHeHoCT Npu pasnuyHY BMAOBE YOBELUKU Ty-
mMopu. CobliecTByBaT AokasaTencrtea, ve ubpu-
HOreHbT ycunBa npoueca Ha MeTactasupaHe, Ka-
TO BB3NPENATCTBA BbTPECHAOBOTO MNpPEMaxBaHe
Ha TymopHuTe kneTtkn ot NK knetkute [26]. Tpom-
bounTo3aTa B pasrnexpaHvs crnyyain, gocturaiia
00 CTOMHOCT Ha TpomboumnTtute oT 688 G/L, e He-
psAaka napaHeonnacTuyHa nposiea. Owe npes 1964
r. € yCTaHOBEHO, Ye BonHM oT pak ca okono 40% ot
xopaTa ¢ 6poii Ha TpomBouuTuTe > 400 000/mm?,
nunca Ha Fe pedumumTt n gobpokavyecTBeHU Bb3-
NanuTernHn CbCTOSAHMSA, KaTO MHOMO 4eCcTO TO3M
pak € MbpBWYEH racTPOUHTECTUHanNeH pak [19].
Bce noeeve gaHHM ce HaTpynBaT 3a MHOroOCTpaH-
HaTa pons, KOATO urpasit TpombouuTuTe 3a pas-
BUTMETO M MeTacTa3upaHeTo Ha paka. Tpombouu-
TMTe nognomaraT HeoaHruoreHesaTta, noTuckat
aKTMBHOCTTA Ha WUMYyHHaTa cucTeMa, npeanassaT
MEXaHUYHO TYMOPHUTE KMNEeTKU U noaawbpxart Le-
fiocTTa Ha TymopHuTe cbaoBe [3]. HoBu gaHHM
npeanonarat HanMYMeTo Ha MapakpuHHa Bepura,
npu KOATO yBenunyeHoTo obpasyBaHe Ha Tpomb6o-
NOETUYHN UNTOKMHK (TpomMObonoeTuH u IL-6) B Ty-
Mopa M B TbKaHTa Ha roCTONpMeMHMKa npeauns-
BMKBa MapaHeonnacTuyHa TpomboumuTosa, KOSITO
OT CBOSlI CTpaHa MoAxpaHBa TYMOPHUSI pacTex
[34]. KocTHMAT MO3bk He 6e aHraxupaH ot 60-
necTTa, BBbMPEKN CPaBHUTENHO YECTOTO My 3acs-
raHe npu AEN [11].

Mpwn AEJ1 ce pasnuyaBaT CnegHUTe XMCTONOrnY-
HM Tunose: ,00MKHOBEH®, OPEeOHOKNEeTbYEH M NUM-
doxuctroumteH. Nonemute, NIEOMopPdHU, aTUMUYHN
TYMOPHM KneTkn ¢ nobynupaxHu (nogkoBoobpasHu
unn 6u6pekoBMaHN) Aapa u u3paseHa 6asodunHa
uutonnasma ca oTnuuuTenHu OGenesu 3a Haml-
yecTtuna ,06MkHoBeH” TN Ha AEJ]. Bb3MOXHO e, no-
[obHO Ha npeacTaBeHUs cnydan, npu ,,00MKHOBeE-
Hus* Tun AEJ1 ga ce yCTaHOBSAT M MO-Marnku KneTku
CbC CbliaTa UMTONOrMYHa XxapaktepucTtuka. [lpu
apebHoknetvyHma AEJ, 3a pasnuka oT ,,00MKHOBE-
Hns" BapmaHT Ha AEJl, npeobnagpawarta yact oT
MarurHeHuTe KneTky ca ¢ Manbk pasmep [18]. Ty-
MOpHUTE KneTkn npu AEJl1 nmaT CKNOHHOCT Aa npo-
HVKBaT B NMUMAOUAHUTE CUHYCM M fa obpasysar
PO3EeTKN OKONO KPBBOHOCHUTE cbAose [4, 5]. Tesun
MOPONOrMYHN MPOMEHM Osixa yCTaHOBEHW U B
npeacTtaBeHust cnydan. HabniogaBaHuMaT OT Hac
HoAQynapeH CTpoex B onpedeneHn yyacTbuu Ha
TYMOpHaTa TbKaH Cce cpella C NpOMEeHNMBa YecTo-
Ta npu AEJ1. TymopHute knetkmn npu AEJT 06ukHO-
BEHO Ca KOXE3VBHW, HO B pasrnexgaHusi criyyan
0s1xa OTKPUTU 1 OUCKOXE3NBHM.
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M3non3saHnAT obIMpeH naHen oT aHTuTena 3a
UMYHOXUCTOXUMWYHOTO TUMU3MPAHE Ha TYMOPHUTE
kneTkn 6e HeoOXOAMM 3a YyTOYHSIBAHE Ha XWUCTOJO-
rMyHaTa guarHosa, nopaguv MHOXeCTBOTO Bb3MOX-
HOCTW 3a gudpepeHumnanHa guarHosa. MimyHodeHo-
TUNU3NpPaHeTo € OT ronsiIMo 3HayeHue 3a TovHaTa
ownarHosa Ha AEJ1. Ekcnpecusta Ha CD30 ce npu-
emMa 3a xapakTtepeH npuaHak 3a AEJ], Bbnpekn ye
Hannuneto Ha CD30 He e TuNMYHO camo 3a AEJ], a
Ce yCTaHOBsIBA M MpWU aKTUBMPAHU NUMGOUOHN
KneTku, gpyrm T- n B-kneTbyHn NMMgomMKn, XO0KKN-
HOB NMAOM, KaKTO 1 NPV repMUHATUBHO KNEeTbYHM
Tymopwu [1, 25, 33]. Paako, KakTo un B npeacTaBeHus
cnyvan, e Bb3MOXHO [a NWMCBa eKcrnpecusl Ha
CD30. MYyHOXUCTOXMMUYHOTO n3crneaBaHe 3a Lu-
TokepaTuH AE1-AE3 npn AEJ1 e onpaBgaHo nopa-
On un3paseHaTa CuHycomanHa nokanusaums Ha
TYMOPHUTE KMETKU U 33 OTXBbPIsiHE Ha AudepeH-
unanHaTta guarHosa meTtactaTuyeH KapuuHom. ®e-
HoTMnHata 3aryba Ha CD3 u gpyrnm T-kneTb4yHO
CBbp3aHU aHTUreHu, NOTBbpAEHa U B CerawHus
cny4aMn, ce oTkpmea npu > 50% ot cny4dauTe ¢ AEJ]
[7]. T-knetbuHMaT npomsxon Ha AEJl ce gokassa
ype3 M3MNon3BaHeTO Ha reHeTUYeH MOomneKkynspeH
aHanu3 [15]. Ekcnpecuata Ha aHannactuyHaTa
numdoma kmHasa (ALK) e egHa oT Hamn-xapaktep-
HUTe ocobeHocTn 3a AEJT u ce oTkpua npu > 80%
oT cnydvauTe ¢ AEJT [4]. B no-manka yacT oT cnyya-
ute c AEJ], kakto u B Hactoswma cnydan, ALK He
ce yctaHoBsBa. EkcnpecusTta Ha ALK e cBbp3aHa ¢
t(2;5)(p23;935) TpaHcnokauus, npu KosTo ce obpa-
3yBa HOB XWMEPEH TreH, CbCTaBeH OT nucleo-
phosmin (NPM) B xpomo3oma 535 1 OT HOB TMpO-
3nHKMHa3eH reH (ALK) B xpomosoma 2p23 [28].
lMpoTenHbT ALK e peuenTopHa TUPO3MHKUHA3A,
KOSITO CTUMyrnupa OHKOreHHa nponudepaums npu
AEJ1 ypes pasnunyHn mexaHusmu, gokato ALK Hop-
MarnHo ce ekcrpecupa camMo B OnpefeneHn yactu
OT pasBuBawlata ce HepBHa cuctema [17].
EMA(MUC1) ce onpefens Kato enuTeneH aHTUreH,
Ho EMA moxe ga ce ekcnpecupa 1 B numdonaHu
KneTkm n Heonnasmu. Ekcnpecuss Ha EMA Han-
yecTo ce oTkpuBa npu ALK (+) kneTkute [7]. B cb-
OTBETCTBME C Te3n HabnwgeHus, ekcrnpecust Ha
EMA He Ge oTkpuTa. YcTaHoBeHaTa oTpuuaternHa
ekcnpecusi Ha Mmapkepute S-100 protein, melanoma
MOHOKIOHanHo aHtutano, c-kit, CEA, AFP n PLAP
JonpuHacs 3a pasnuyaBaHeto Ha AEJT oT menaHom,
enuTenHU TyMOpM, raCTPOMHTECTUHAMNHU CTPOMAIHU
TYMOPW, FEPMUHATUBHOKMETBYHU U ApPYrM BUOOBE
TYMOpW.

XUPYpPruyHOTO NeyeHre Ha MbPBUYHUTE THHKO-
YpeBHM NMMMAOMM MOCTUra MHOro Jobpu pesynra-
1. MNpyn naumeHTVM C HanpegHano 3abonsBaHe U
arpecuBeH xmcTtornornyeH cybtun obaye e Heobxo-

oumo 10 aa 6bae nocnegBaHo OT KOMOMHMpaHa
xumunotepanus. AEJT e arpecuBeH numdom, HO €
no-gobpa nporHosa oT ocTaHanute nepudepHn T-
KNneTbuHn numdomm [6]. OTroBOpbT KbM KOHBEH-
UMoHanHa koMOuHMpaHa XxXumuoTepanusi Joctura
0o 60-90% ot cnyvaute ¢ AEJ [24]. NbpBoHavan-
HO u3nonseaHaTa npv NayueHTa xmumMuoTepanus no
cxema CHOP e pokasana cBodATa eeKkTUBHOCT
npy neYeHWeTo Ha ManuUrHeHNTe TbHKOYPEBHM
numcomn 1 ce npuema 3a CTaHAapTHO nedeHue
npu HanpegHanute cnydau. JleyeHneTo Ha ped-
pakTepHuTe criydam ¢ HXJT obave e n3knounTenHo
TPYAHO M npunoxeHmeTo Ha cxemata MINE e egHa
OT Bb3MOXHOCTUTE. [NpnynHa 3a HeycnewHoTo ne-
YeHue B pasrmexgaHus cryyaw, OCBEH KbCHUS
ctagui Ha 3abonsBaHeTo, 6u Morna ga Gbaeun
nuncata Ha ekcnpecus Ha ALK. Hawn-BaxHuat
nporHocTuyeH nokasaten npu AEJT e ekcnpecudarta
Ha ALK, gokato mMexayHapoAHWAT MPOrHOCTUYEH
nokasarten npu AEJ1 HAmMa cbLyaTa CTOMHOCT, KOATO
MMa npu OocCTaHanuTe arpecuBHU HEXOAXKNHOBM
numdomu. MNo-yecto cpewanHmaT npu geuata ALK
(+) AEJT e ¢ no-gobpa nporHosa ot ALK (=) AEIJL.
ALK (=) AEJT ce xapaktepuanpa ¢ no-u3paseH sa-
peH nneomopcum3bM 1 ce passuBa npeobnagasa-
Lo npu Bb3pacTHM nauuneHTn [23]. CbectByBaT ”
MHeHus1, ye ALK (=) AEJ1 e otaeneH Bug Ha AEJT u
C pasnu4yHa natoreHesa ot Tasu npu ALK (+) AEJL.
OtcberBneto Ha CD30 moxe cblo da e gonpu-
Hecrno 3a arpecuBHOTO MpoTWyaHe Ha ObornecTTa.
Mpepnonara ce, ye ekcnpecuaTa Ha CD30 e cBbp-
3aHa c no-uspaseH nmyHonorudeH otrosop u CD30
(+) oudpysHuTe eapokneTbyHM NUMAOMKU ca € MNo-
OonaronpusaTHata nporHo3a [30]. AHTM-CD30 mo-
HOKMOHaNHOTO Tano Brentuximab, koHwormpaHo
C aHTUMUTOTUYHOTO BELLECTBO MOHOMETWUN aypuc-
TaTnH (Vedotin) 6e ogobpeHo ot FDA npe3 aBryct
2011 r. 3a neyeHne Ha AEJl npu Heycnex Ha NoHe
efHa npurnoXeHa XMMUOTEpaneBTUYHA CcXema.
[MbpBOHaYanHUTE pesyntaTtu OoT fiedeHneTo ¢ Bren-
tuximab npu AEJ1 ca obHagexgaBawu, kato 86%
OoT naumeHtute ¢ AEJT OTroBOpsAT Ha neyYeHneTo
[36]. Crizotinib e ALK nHxnbuTtop, KOMTO ce M3nor-
3Ba C ycnex npu naumeHTU ¢ HanpegHan pedpak-
TepeH nnu penancupan ALK (+) AEJT [12, 27]. Tean
MeaunkameHTu, pasbupa ce, He moraT a ce u3non-
3Bat npu CD30 (-) n ALK (-) AEJI, koeTo o3Haya-
Ba, 4Ye ca HeobXxoaMMK HOBU MeaMKaMeHTU U Tepa-
NeBTUYHM CXEMU 3a nofobpsiBaHEe Ha NeyYeHMeTo
npw Tasn popma Ha AEJI.

B 3aknioyeHve cuutame, 4ye NOWUAT M3X04 B
pasrnexgaHus criydyam ce ObIDKM Ha KbCHUA CTa-
Ouii Ha bornecTTa M OTCbCTBMETO HA EKCMpecusl Ha
ALK B MbpBMYHMA TbHHKOYPEBEH aHannacTudeH
efpokneTbYeH NMMAOM.
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