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Ilpedcmasnena ummyHnoeucmoxumuueckas u MoaeKyAapHo-0U0i0euecKas XapaKmepucmuKa onyxoneil cemelicmea capKomol
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MALIGNANT SMALL ROUND CELL TUMORS OF EWING’S SARCOMA FAMILY:
MODERN CONCEPTS OF HISTOGENESIS, IMMUNOHISTOCHEMICAL AND MOLECULAR MARKERS
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Immunohistochemical and molecular biological characterization of Ewing’s sarcoma family tumors is proposed. Immunophenotypical
heterogeneity is shown to be noted, besides genome defects found in tumours.
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Onyxonu cemeiictBa capkombl FOunra (OCCIO) ot-
HOCSTCS K KaTeTOPUM KpalHEe CJIOXKHBIX B TUArHOCTHUKE
W JIeYCHUU 3JI0KAYeCTBEHHBIX MEJIKOKPYIJIOKICTOT-
HbIX HOBooOpazoBaHuii [1, 3]. [ToaToMy KpaitHe akTy-
aJlbHbl HOBBIE pa3pabOTKM B OLIEHKE OMOJOrMYEeCKOro
TOBEICHUSI ITUX OIMyXoJiel, oOllero mporHosa 3ado-
JIEBaHUSI YW BBIOOPE WHIWMBHUIYAIBHBIX CXEM JICUCHMS
[6, 12]. Cpemnn cemeiictBa OCCHO J. Ewing B 1921 .
BriepBeie capkoMa FOunra (CHO) BwimeneHa B camo-
CTOSITEJIbHYIO HO30JIOTMYECKYI0 (opMy, Kak HauboJjiee
4acTo BbIABIdAEMAadA OIYXO0JIb. ITomumo O6]J_[€HpI/IH9[TOI'O
Ha3BaHUsI, B JINTEPAType MOXHO BCTPETUTH TEPMUHEI:
SHAOTENNaIbHAsg MHUeIoMa, Tuddy3Has SHIOTEINOMA,
TUMOaHTUO3HIOTEINOMa, KPYTJIOKJIeTOYHAasT capKoMma
nuadusza KOCTEM.

[Monarator, uto OCCHK) HelposKTONEePMaTLHOTO
MPOUCXOXIAEHUSI; OHU TUCTOTEHETUYECKU CBSI3aHBI C
KJIeTKaMU HEPBHOTO Tpebelrka, BO3HUKAIOT B CKeJIeTe
M MSITKMX TKaHSIX, HO pacCMaTpUBAIOTCS KaK CaMOCTO-
STebHAsE HO30J0ThYecKass hopMa ¢ OCOOCHHOCTSIMU
TMCTOJIOTMYECKOTO CTPOEHMSI M KIMHUYECKOTO Teue-
HUs. YOeouTeJlbHbIM J0Ka3aTeIbCTBOM 3TOTO CIIyXKaT

pe3yJabTaThl COBPEMEHHBIX MMMYHOTHCTOXMMUYECKUX
U MOJIEKYyJIsIpHO-TeHeTuueckux uccienosanuitc OCCHO
[4, 7].

K HacTosiieMy BpeMeHU He yIajoch BBISIBUTH I10-
TEHIIUAJbHBIC 2THOJOTMYECKNe (haKTOPhl BO3HUKHO-
BeHust OCCIO. B To xe Bpems ecTb JaHHBIE, CBUJIE-
TeJbCTBYIOLIME O POJU HACIeACTBEHHOro ¢akropa B
ImaToreHe3e 3THUX 3a00JeBaHUIA. B yacTHOCTH, OMMCaHO
onHoBpeMeHHoe pazButue OCCHO y cuOIMHTIOB, 4TO
MMOATBEPXKIACT 3HAYCHWE TEHETUYCCKUX NeEKTOB B
STUOJIOTUM OTTYXOJIHU.

W3zBectHO, uTo mepBuuyHyio CHO kocTu uaiie nua-
THOCTUPYIOT B Bo3pacte 10—20 seT, muk 3abosieBaeMo-
ctu (57,5%) npuxoauTcs Ha 2-€ NeCATUIETHE XU3HU —
nepuoa (GOpMUPOBAaHUS M CO3peBaHUs cKeieTa. Exe-
rogHast 3abosieBaeMocth coctapisier 0,6—2,1 Ha 1 MiIH
JIETCKOTO HAaceJeHUs; OTMEUEHO IpeobnagaHue JIull
Myzkckoro 1ona (1,5:1). B 40% ciydaeB miepBUYIHBII o9ar
pacrioaraeTcsl B IICHTPAIbHBIX (IJTIOCKKX) KOCTSIX CKeJle-
Ta — KOCTSIX Ta3a, peOpax, Mmo3BoHOYHUKE, B 20—30% —
B MPOKCUMAJIbHBIX OTIEeIax KoHeuHocrei, B 30—40% —
B IMCTAJbHBIX [2].
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JnsinepudeprndecKoii MpUMUTUBHONM HEMPOIKTOIEP-
manbHo# ontyxoiu (pPNET) Gosiee xapaktepHa peTporie-
pUTOHealbHasl WM MHTpaabIOMUHAbHAS JIOKATU3alns
(20—24%), pexe BcTpedaeTcsl MOPaXCHUE BHYTPEHHUX
opraHoB (18—20%). B WIMHHBIX TpyOYaThIX KOCTSIX, KaK
MpaBuIo, HAOIIOAAIOT EPBUYHOE MopakeHue MeTadusa
¢ pacrpocTpaHeHueM Ha nnadus. Y 5—10% manmeHToB
npu Metapu3apHO JoKaIU3alun 3a007€BAHUE OCI0XK-
HSIETCSI TATOJIOTUYECKUM TIEPEIOMOM.

XapakTtepHoii ocobeHHocThi0 maToreHe3za OCCIHO
SIBJISIETCS paHHSIS HEMOCpPeICTBeHHasl MHBAa3Usl OKpY-
JKAIOLIMX MSITKUX TKAHEM, naxe JoKajau3oBaHHas Gop-
Ma 3TUX 3JIOKaUYeCTBEHHBIX HOBOOOPA30BaHUI BKITIO-
yaeT MATKOTKaHHBIM KommoHeHT (IIB wau 111 cranunm
3abosieBaHus). PernoHapHbie JumMmdaTuyeckue y3iabl
mopaxarmTcsa B 5—15% HaOmomeHnit, Kak IpaBUIIO,
MpU HEMOCPEJCTBEHHOM MOAPACTAHUU K HUM MEePBUY-
Ho#l omyxosu. BricokoarpeccuBHBIN XapakTtep CHO
MPOSIBJIIETCSl OTAAJIeHHBIMU MeTacTtazamMu y 20—28%
OOJIbHBIX BO BPEMSl YCTAHOBJIEHMSI MEPBUYHOTO Jaua-
rHo3a [8]. OObIUHO MOpaXXeHHI JIETKKUE, KOCTU U KOCT-
HbIii MO3T. OTjgajieHHble MeTacTa3dbl MOTYT ObIThb 00-
HapyXeHbl B JUM®OATUUYECKUX y3J7aX CPEIOCTEHUSI U
3a0pIOIIMHHOTO MPOCTpaHcTBa, a Takxke B LIHC B Bume
MopaXeHUsT MEHUHTeaJbHBIX 000J104€K, TOJIOBHOTO U
CIIMHHOIO MO3ra.

CoBpeMeHHble MNpeNCTaBJeHUS O THUCTOreHe3e U
MOJIEKY/ISIPHO-TEHETUYECKUX HAPYIIEHUSX B OMyXOJIsX ce-
MmeiicTBa capkombl FOunra. [iictoreHes paccMaTpuBaeMbIX
HO30JI0THYeCKUX (OPM OITyXoJieil OCTaeTCsi CIOPHBIM.
B nocnenHee BpeMsi MOSIBUINUCH MPEATNONOKEHUST O BO3-
MOXHOM HEWpPOIKTOAEPMAIbHOM MX TMPOUCXOXACHUU
[9]. Ceromnst uccienoBaTesv MPUXOIAT K BBIBOIY, UTO,
10 BCelt BUIMMOCTH, OITYXOJIA 3TOM TPYIIIThI pa3BUBAIOTCS
13 TUTIOPUITIOTEHTHBIX KJIETOK ME3eHXMMAaJIbHOM TKaHWU,
crnocobHoil nuddepeHpoBaThCsl B pa3HBIX HaIlpaB/ie-
Husx: 1) pazBuTUe U3 ITIOPUTTOTEHTHOM KJIETKU HEWpO-
9KTOAEPMAJIbHBIX TKAHEN — TaKMX, KaK KJIETKW FaHTJINS,
deoxpomonuthl, IIIBaHHOBCKME, HEHPOIHIOKPUHHBIE
KJIETKH, MEJIAaHOIUTHI; 2) HeBPaJIbHbIN MyTh TuddhepeH-
LUPOBKU TKAHEU B TOTNIEPEYHO-TI0JI0CATON MYCKYJIaType,
MyJibIe 3y0a, KOCTSIX.

ITokazaHo, uTO pa3HOOOpa3Hbie Ac(PEKTHl TeHOoMa
00yCI0BIUBAIOT KIIMHUYECKYI0 rereporeHHOCcT OCCIO,
SIBJISTFOTCSI IIPOMOTOPaMU HEKOHTPOJUPYEMOI KIIOHATb-
HOIl Tponudepaliud U 3HAYMMBIMM (aKTOpaMM TIPO-
rHosza. bbicTpasg wuneHTuUdUKALMA 3TUX HapyLIeHU
OCYIIECTBIISIETCS C TTOMOIIBIO (hIOOPECUEHTHON in Situ
rubpuanzauuu (FISH), mo3Bosnsitoleii BISIBUTh aMILIM -
duKaImIo reHoB.

[Mpaktuuecku 95% xnerok OCCIO umeroT xapak-
TepHble M3MEHEHUS XpPOMOCOM B BHUJE TpaHCJOKalUit
[t (11; 22) (q24;q12)] mexxny EWS-reHoM Ha XpoMoco-
me 22 u FLII-renom Ha xpomocome 11. B cBoto ouepenb
XPOMOCOMHBIE TPAHCAOKALIMKA AKTUBUPYIOT TpaHC-
KPUIMLWIO, TIPUBOMSILIYI0 K cUHTe3y xuMepHoit PHK
1 HapylLIEHUIO peryanpoBaHus pocTa U AuddepeHIu-
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poBku kjetok. Pexe y 6onbHbix OCCHO peructpupy-
I0TCSl IUTOTEHETUYECKUE AaHOMAIUU — TPUCOMMUSI XPO-
MocoM 8 U 12, TpaHCIOKalus MeXay XpomocoMamu |
u 16, a Tak:ke aesielust KOPOTKOIO Ijieya XpOMOCOMEI 1.
YacToTa ¥ KIMHUYECKasi 3HAUMMOCTh 3TUX MOBPEXIe-
HUI TeHEeTMYEeCKOro armmapaTta TpeOyloT AajbHeuliero
YIJYyOJI€HHOTO U3YUYEHUSI.

Pesynbratel psina MOJEKYJISIpHO-TEHETMYECKMX MC-
CJIeIOBaHUI MO3BOJISIIOT MPEAIOJI0XKUTh, UTO OAHUM U3
KJI104eBbIX (DAaKTOPOB OJ1acTOMOIeHe3a SIBJSIETCS TOBPEXK-
JleHue TeHa, KOJIMUPYIOLIero CUHTe3 Oelika-cyrpeccopa
peuenropa TGFa [6, 10].

[TpoBeneHHBIE WCCIENOBAHUS TTOKA3ajd, YTO OITy-
xosib AckuHa, pPNET, acte3unoHeiipodiactoma 61oJji0-
rnyecku cxoxu ¢ OCCHO no nuroreHeTMYECKUM, OMO-
XMMUYECKUM U OHKOTeHeTUYecKuM cBoiicTBam [9, 10].
JanbHeie uccaeloBaHus TMO3BOJWIM BbISIBUTH J0-
noiaHuTebHbIe ocodeHHocT OCCHO, 3aKiovaronmmecs
B TOM, YTO OITyXOJIeBbIe KJIETKU IKCIIPECCUPYIOT MapKe-
pPbl HEHPOAKTOAEPMATILHOM 1 Me3eHXUMaIbHOMI nudde-
PEHLIMPOBKU.

NmmyHOrHCTOXMMHYECKAS U MOJIEKYJISIPHO-
omnoaormyeckas xapakrepuctuka OCCIO. Buenpenue
HOBBIX JTUAaTHOCTUYECKUX METOMOB JIeJIacT BO3MOXKHOI
nuddeperumnanbayto auarHoctuky OCCIO ¢ apyrumu
MEJIKOKPYTJIOKJIETOUYHBIMU capkoMaMu (padbaomuocap-
KOMOIi, Helipo0JIacTOMOM, KPYTJIOKJIETOUHON JInmocap-
KOMOIi, CMHOBHAJbHOU CapKOMOW, ME3€HXMMaJbHOI
XOHApocapkoMoil). Tak, HMMYHOTMCTOXMMHUYECKOE
ucclieJoBaHUE KJIETOK CApKOM C HEMpOIKTOAepMasb-
HBbIM THCTOT€HE30M MPOJAEMOHCTPUPOBATIO HaIu4ue
B HUX BUMEHTHUHA — OejiKa, KOTOPbIA CONEPXKUTCS BO
BCeX Me3eHXMMasbHbIX KieTkax [14]. Kunetku comep-
xat gecMuH (Des) — TpoOMeXyTOYHYIO HUTh CKEJIETHBIX
MbllIL (Z-30Ha), MMOKapAa W KOMMAKTHBIX TPaHyJ
[JIaAKON  MYCKYyJIaTyphbl; MBIIIEUHO-CITeUUUIECKuii
aKTMH — COKpaTUTEIbHbIE OEJIKM Kjacca o MonepeyHo-
MmoJiocaToi, I1aakoil MycKyJaaTypbl, MUOKapJa 1 KJjiac-
ca y TJaakoi MyckyjaaTtypbl. Mapkepbl HeBpajlbHOI
nudbepeHIIMPOBKY MPeaCTaBlIeHbl HellpoHcTenndu-
yeckoit sHosazoir (NSE), xpomorpaHuHom A (MeM-
OpaHHBIN 0€JIOK ceMeicTBa KUCBIX TJIMKOMIPOTEUHOB,
JIOKAJIM3YIOLIMIACS B pACTBOPEHHOI (Dpakiiny Helipoce-
KPETOPHBIX TPaHyJ), CUHANTOMOU3MHOM, CONEPKUMbBIM
MPECUHANTUYECKUX BE3UKYJ HEPBHBIX KIEeTOK, Leu7
(CD57) — aHTUTeHHBIM MapKepOM €CTeCTBEHHBIX KMJI-
nepoB, S-100-nmpoTeMHOM, Y4aCTBYIOIIMM B PErYISLIN
MOHHOTO OOMeHa KJeTOK HEePBHOI TKaHU; B HEKOTO-
pBIX cllyyasix ompenesieTcsi 0eJ0K HeilpoduiameHTa
(NFTP).

B capkomax ¢ HeposKTOAepMaabHbBIM TMCTOT€HE-
30M MapKepbl SMUTeNINANIbHON TUddEepeHIUPOBKH, KaK
MpaBujIo, dKCNpeccupoBaHbl ¢1ado. [Tpu 3ToM Bo3MOXK-
HO OOHapyXXeHWe, HampuMep, SMUTETUATbHOTO MeM-
opanHoro antureHa (EMA), nmaHuurokeparuHa. B atux
OITYXOJISIX 3HAYUTEJIBHO Yallle OTPENessSIioT TUaTbHBIHI
bubpwuspHbiil Kucneiii 6eok (GFAP), 6enok E-26,



BXOJSIIMI B COCTAB KOJJIATEHOBBIX BOJJOKOH M BHEKJIE-
TOYHBIX KOMIIOHEHTOB MaTpuilbl KocTu [13].

Haubonee mnoiaHoe MMMYHOTMCTOXMMMWYECKOE MC-
CJIEIOBAHUE KJIETOK OIlyXOJIE HEUPOSKTOIAEPMAIBHO-
ro rucroreHesa nposeneHo A. Cavazzana U COaBT.; UMU
ycraHoBieHo, yTo NSE mnonoxureiabHa B 95% citydyaes,
MUKpOI00yauH — B 77%, cunanrodusud — B 73%, Ge-
70K S-100 — B 67%. Bennok CD9Y9 orpenesieTcs B ipeoo-
JlagarolieM OOJBIIMHCTBE cIydaes [5].

B knetkax OCCHO o6HapykeHbl UMMYHOTMCTOXUMU -
yeckue Mapkepbl: N-Glycolyl GM3 Ganglioside, cemeii-
ctBo 0enkoB Connexins, IGF, Caveolin, CD133, ananu3
AKCITPECCUN KOTOPBIX ITO3BOJISIET BBIACIUTD OoJiee arpec-
CHUBHBIE TI0 TEYEHUIO U MPOTHO3Y OIyXOJU U Ha3HAUYUTh
5 PEKTUBHYIO TAPTETHYIO XMMUOTEpaIuio [9].

B nocnennee Bpems BoiaesieH red MIC 2, nokanuzo-
BaHHBII Ha KOPOTKOM IJIeY€ MOJOBBIX XPOMOCOM U CBSI-
3aHHbIi ¢ aktuBaumeit IGE nociegHuil neficTByeT Kak
MOILIHBIA ayTOKPUHHBIA CTUMYJIATOP KJIETOYHOTO POCTa
M WUTpaeT BaXXHYIO POJib B MaTOreHe3e pocTa OMyXOJH
[12]. HauOomplmii THTepeC MpeacTaBiseT NIPOAYKT reHa
MIC 2 — p30/32(CD99), n3HavabHO BBIICICHHBIN TTPU
HUCCIEeI0BAaHUU KJIETOK T-KJeTouHOro JuMdoOIacTHO-
ro Jjerkosa. MMMMyHOTrMCTOXUMUYECKUE MCCAEI0BaAHMUS
KJIETOK CapKoM HeHpOIKTOAEPMAaTIbHOIO TUCTOreHe3a
MoKa3ajiu OYeHb BbICOKYIO UyBCTBUTEJIbHOCTh TECTA, BbI-
apysiiomiero CD99 (akcmpeccust 6eka obHapyxXeHa B
95% cirygaeB), 9TO MOXKHO MCITOJIB30BaTh B TPAKTUKE JUTSI
MMMYHOTHCTOXUMUYECKON OUAarHOCTUKM JaHHOTO THUIIA
HOBOOOpa30BaHUA.

Takum ob6pa3om, COTJIacHO JTaHHBIM Psia HayYHbIX
uccinenosanuii, CHO, pPNET, scrte3noHeiipobdiacToma
M O1yXoJib ACKMHA HanboJiee BEpOSITHO pPa3BUBAIOTCS U3
TUTIOPUTNIOTEHTHOM KJIETKH, CTOCOOHOM K nuddepeHIu-
POBKE B pa3JIMYHbIX HAMMPABAEHUSIX. DTO MOATBEPXKIAIOT
M 9KCMEePUMEHTAJbHbIE MCCIEeI0BaHUSI MO HEBPATbHOM
1 Me3eHXUMaJlbHOU nuddepeHIMPOBKE KIETOK in Vitro.
D. Schmidt u D. Harms (1990) nponemMoHCTpUpoBaHoO,
YTO TIPUCYTCTBUE HEBPAJIbHBIX MApKEpPOB y OOJbHBIX
CIO saBnsiercss HeOJIArONPUSITHBIM TTPOTHOCTUYECKUM
(axkTopom [11].

LuToreHeTnyeckure U MOJEKYJISIPHO-OMOOTMYECKUE
HCCeI0BaHUs TO3BOJUJIM TUIMPOBATh T'€H CAPKOMbBI
IOunra (EWS), koTopsiit pacrojiaraeTcsi Ha XpOMOCOME
22 u coctout u3 6 uHTpoHOB. LlutoreHeruuecku CHO
XapakTepusyetrcsl oOpaTHoil TpaHcnokamuein t(11;22)
(924;q12).

Ien FLII nokanu3oBaH Ha XxpoMocome 11, oObeau-
HseTcss ¢ reHom EWS xpomocombl 22, B pe3yabTare
TpaHCIOKAIMU TosBisieTcs: odmuit reH FLII/EWS.
JdaHHbBII BUI TpaHCIOKAaLUKU BeTpeuyaercs B 85% ciy-
yae npu CH). KioHupoBaHue mnocaenoBaTeIbHO-
creii JIHK mo3Boauno naeHTUGULUUPOBATh XUMEPHBII
red CIO, monyyeHHBbII Ipy 00paTHON TpaHCIOKALIUU
t(11;22)(q24;q12). AMuHookoHuyaHue reHa EWS 22
xpoMocoMmbl Tieda ql2 — 5 obiacte EW'S rena — co-
eIMHSIETCSI C KapOOKCUJIbHBIM OKOHYaHueM 11 xpomo-

CcoMBI TIeya 24, ripeacTaBleHHBIM TeHoM FLIT — 3-ii
obnacteio FLII wnu ERGZ21 xpomocoMmbl. TpaHcio-
Kalusl U3MEHsIeT CYMThIBAaHWE WHGOpPMALIMM C TeHa
EWS npu coeauHenuu ¢ reHom FLI1 xpomocomsbl 11,
yto cnocobcTByeT nucdyHkunu Tpanckpurnuuu JHK
M BelIeT K OHKOTeHe3dy. HapymieHue IociemoBaTesib-
HOCTEil OJIUTOHYKJICOTHIOB, BOSHUKAIOUINX TIPW JaH-
HOI TpaHCJIOKallMU, MIPUBOIUT K TUOCIN OIYXOJIEBBIX
KJIETOK, UTO B HACTOsIIIee BpeMs paccCMaTpUBaeTcsl Kak
BO3MOXHBII MOTEHIIMAI B pa3pabOoTKe JIeKapCTBEHHO-
ro seyeHus CIO.

ITomumo tpancinokauuu t(11;22), npu CHO BcTpe-
YyalTCs allbTepHATUBHBIE BapUaHThl — TPaHCIOKAIWS
Mexay 21 u 22 xpomocoMamu t(21;22), aTa maTojorusi
BCTPEUAeTCs 3HAYUTENIBHO pexXe (IMPUOIU3UTEIBHO B
10% caydaeB). [en ERG xpoMOcOMBI 21 TIpUCOSTNHSICTCS
Kk reny EWS xpomocomsl 22. Ien ERG ipuHaIIEKUT K Ce-
meiictBy ETS-dakropoB Tpanckpunuuu. HegaBHO BbI-
JIeJIeH ellle OMWH BU TpaHciokauuu — t(7;22)(p22;q12),
koTopbiii onucad mpu CHO. B pe3ynsraTte 310l 00paTHOM
TpaHciaokauuu reH EWS coenunsiercss ¢ reHom ETVI,
KOTOPBIH JIOKaIU3yeTcst B 22 JIOKyce JUIMHHOTO Tijieda 7
xpomocombl. Kpome toro, B kietkax CHO oOHapykeHbI
Jpyrre muToreHeTnueckue HapyieHus: t(1;16); der(16)
t(1;16) ¢ wactuuHoit Tpucomueit 1q; der(16) t(1;16)
(921;q13); TpucomMust § XpOMOCOMBI.

Wccnenopanue miuouauu xpomocom npu CHO nmano
IIPOTUBOPEYMBEIC pPE3yJIbTaThl. JlOCTOBEepHO IOKa3aHo,
YTO aHEYIJIOWIHBIA HabOp XPOMOCOM YXyIIIaeT Ipo-
THO3, a TeTParIouaus, KOTopasi 4acTO BCTpevaeTcsl Ipu
JIAHHOM MMATOJIOTMH, HE SIBISIETCSI 3HAYMMBIM (PaKTOPOM
IIPOTHO3A.

Konrplorauns rena EWS ¢ 1pyrumuy reHaM1A MOXET
CTI0COOCTBOBATh BOZHUKHOBEHUIO Pa3IMYHBIX BapHaH-
TOB 3JI0KaYeCTBEHHBIX HOBOOOpAa30BaHU, HaTIpuMep,
JIECMOIIJIACTHYECKON KPYTIOKIETOYHOMN OIyXOJIH, TIPU
KoTopoil BbIsiBAseTcsa t(11;22)-TpaHCcIoKALUSI MEXIY
reHoM EWS xpomocomsbl 22 u reHoM WTI1 Ha XxpoMo-
come 11.

HccrnenoBaHuss ULUTOTEHETUYECKUX aHOMAIUil B
3JI0KAYECTBEHHBIX OIMYXOJIsIX MSTKHUX TKaHeil mokasasu,
yto pPNET, acre3uoneiipobdiactoma 1 oIyxojib ACKMHA
nmeroT cxoxue ¢ CIO nmroreHeTHYeCKe HApyIIEHMS.

Iurorenetnuecku mist pPNET xapaktepHbl TpaHC-
snokaruu t(11;22)(q24;q12); t(21;22)(q22;q12). B Heko-
TOPBIX CIIydasiX TIpU OMyXoJdu ACKHHA OTMEUYEeHO YIBOe-
HHE MYTaHTHOI XxpoMocoMbl, umeronieii t(11;22). Knetku
5CTe3MOHEIPOOIACTOMBI XapaKTePU3YIOTCST aHOMAaTUSIMU
KapuoTHIIa, aHAJIOTMYHBIM TaKOBBIM, BBISIBICHHBIM B
kietkax CHO — t(11;22)(q24;q12).

Takum obpazom, nipu CIO, acTe3noHeitpobdiacTo-
me 1 pPNET BbIsiBIeHBl UAEHTUYHbIE OHKOTEHETUYE-
CKMe, IUTOTeHEeTUYeCKre, MMMYHOTMCTOXMMUYECKUE
MMPU3HAKHU, YTO ITO3BOJIMJIO OOBEIWHUTH 3TU HOBOOO-
pa30BaHMUS B €IMHYIO TPYIITy — OITyXOJIU C HEHPOdK-
TOAEPMaJIbHBIM TUCTOreHe30M. lluToreHeTnyeckue u
MMMYHOTUCTOXUMHUYECKIUE METOOBI ITOMOIaiT IIpo-
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BecT IUdGOEPeHIIMATbHYIO AUATHOCTUKY C APYTUMU
OITyXOJIEBBIMU 3200JIEBAHUSIMM, MPU CBETOONTUYECKOM
MMKPOCKOTIMU KOTOPBIX MOTYT BO3HUKHYTb TMAarHOCTH-
YeCcKHUe TPYIHOCTH.

besycnoBHO, BbIOOp cTpaTteruu JedeHus, ¢ Ipak-
TUYECKO TOUYKU 3pEHUsI, ONpeaesieTcsl KIMHUYEeCKOn
rpynmnoi 0oJibHOTO, KOTOpasl Mo CyluecTBy 0003HavyaeT
craauto 3aboneBanusi. KiimHuueckue rpymnmnbl GOpMU-
PYIOT ¢ ydyeToM (haKTOpOB IPOTHO3a, BBISIBICHHBIX Y
nauueHToB. ITockoabky panee CHO, pPNET, acre3no-
HelipoOiacToMa 1 onyxoJib ACKMHA paccMaTpUBaIu Kak
reTeporeHHble 3aboJieBaHuUs, €AUHbIX (aKTOPOB MPO-
THO3a JIJIs1 BCell COBOKYITHOCTHU OOJIbHBIX C OMYXOJISIMU
HEHPOAKTOAEPMAJIBHOTO TUCTOreHe3a B HACTOSIIEe
BpeMsl He pa3paboTaHo.

3AKITIOYEHUE

AHaJH/IS COBpCMCHHOﬁ JIMTEPATYypPbl CBUIACTCJILCTBY -
er o ToM, yto OCCIO ocraiorcst OIHUM U3 CIIOXKHBIX
pa3nesioB MATOJOTUU, U HECMOTPS Ha 3HAYUTEJbHBIA
Mporpecc 3HaHWI B 00JIACTM KOCTHOM OHKOJIOTMH, IO
HACTOSIIETO BpEMEHH 3TOT BOIIPOC OCTAETCS HepelleH-
HBIM, OCOOEHHO 3TO KacaeTcsl OUAarHOCTUKKM MEJIKO-

ANTEPATYPA

KPYIJIOKJIETOYHBIX OTyX0JIel KOCTel M MATKMX TKAHE.
Bmecte ¢ tem mokazaHo, yto OCCH) BKIOUaroT psif
HO30JIoTUYecKnX (op™, paHee CUUTABIIMXCS TeTepO-
reHHbIMU (CHO, pPNET, onyxonb AcknHa). YKa3zaHHbIe
HOBOOOpa30oBaHUs — HEWPOIKTOAEPMAIbHOTO THUCTO-
reHesa; rnopaxeHue, Kak MpaBWIO, HOCUT MEPBUYHO-
JNIMCCEMUHUPOBaHHbBIN xapaktep. HeonpeneaeHHOCTh B
BOITPOCaX HOMEHKJIATYphl M KiIacCU(PUKAIIMU JaHHBIX
CapKOM CJIY>KUT OCHOBaHUEM JUISl UX BbIACJIECHUS B CO-
BpeMEHHOIl Mopdosornuyeckoil aurepatype B camo-
cTosITeNIbHYIO TpobieMmy. Bmecte ¢ TeM 3Ta mpobiema
MMEET BeCbMa CYILIECTBEHHOE MPAKTUYECKOEe 3HAUYECHUE
npu auddepeHInaIbHON TUATHOCTUKE B psiay (op-
MaJbHO TIOXOXMX 3JI0KAYECTBEHHBIX omyxoJieil. B mo-
clieqHUe TOIbl BCE Yallle MPeArpUHUMAIOTCS MOMBITKU
YCTaHOBUTb MPOrHOCTUYECKYIO 3HAUMMOCTb Pa3InyHbIX
LIMTOT€HETUYECKUX MAPKEPOB /151 JTaHHOTO BUA OIyXO-
seit. Kpome Toro, ananus mopdosiornueckux pakTopon
MPOTHO3a CIYKUT MaTepUaIoOM IS JATbHEHIIIUX UCCTIe-
JIOBaHUI U OOJBIIMHCTBY CIELMAJIUCTOB MpPeacTaBsi-
eTCcsl MpaBWIbHOUM cTpaTterueit JieueHus, 4YTo TMO3BOJIsI-
€T HaIesITbCsl Ha NOCTUXEHME 3HAYMMBIX PE3yJIbTaTOB
B Tepanuu O0O0JbHBIX C JAHHOU MaTOJOTUEH.
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