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YK 577.1+616-006.3.04+616.008

dudwbwljulhg wunlkpugnidubpp Epkjawtph dnn
uwplndwjh npnp nkuwlubph wnwstunipywi,
wjunnpnodwib n1 ppiddwt dkpnnubph b npubg
hEnwuljuputph yepupkpug

U.U. Ttunpupyuiit?, N.U. Tuqupuul3, U. Z. Qmpupju'?

122 UU Mpnd. [} Snpubh wiy. wpym bwpwiulul [Elnpnl
2 Gpllth Uluppup ZEpugnt wiy. whnwlwb pdolului
hwduyumpul
3Cplubh wknwlwl huduyuwpub
0014, Epluul, Vkpupuywih h., 7

FPuiugh punkp. vupyndwyh wnbuwljukp, 8nithtugh uvwplndw, pnidnid,
Epkjowukp

dtpohtt wnwphubphtt thwthniy hjnrugwsph b nuljpuyhtt hwdw-
Junpgh swupnpul tnpugnjugnipnitutph hbnbkpngbt nwwuppbp fudpbtph
Unwn Y hupjulut b jwpnpuwninp whwnnpnpdwt dudwbwlwulhg k-
pnnubph ogunugnpsuwdp hwennyk) E wpwudtugut] dhwudwt hwwn-
ymipjnibiikp nitkgnn ninnigplibph unudp: Upuwgbu, ophliwly Uuljhtth
wuwpq uljpnkEjunnpbpdw) ninnigpp (primitive neuroectodermal tumor-
PNET) b buptqhnubjpnpjuunndwt hpkug peowmghubinhjujui, YEuuw-
phtpuljutt dnpdninghwljul, huntbwhniuuspwphdhwljwl, ninnig-
pughubnhjuljut b Unkynyuyhtt jEhuwpwbwut punipugpdudp
udwt Lt 8nithugh uwpynduyhti [30]:

Zuwnntl] npunpmpju bt wpdwih Ynnbph swpnpuly ninnigp-
ubkpp (9201), npntp punipwgpynid ki wgpbuhy pupwgpny, hhquunnt-
pjul Jun opowtinid dbknwunwqubtph wnwowgdw pupdp hwdwphiw-
Juwinipjudp b nkghnhyny: Bpkjuwbbph dUnn 8nihugh uwplndwgh
ninnigph ptwnnwtthpp (8UMNL) Juquniud Eu W201-h pninp nlwyptph dhtsh
95%-n: Utwmgwusd 5%-p Juqunid i juntnpnuuplndwil, ouwmbnuwnp-
yndwt, dhppnuwpyndwib, nulnpubph wpwetwjhtt thddpndwb, npnup
tptluwttph Unn hwqunby tu hwinhwnid:
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8nihugh uvwpynuwny hhywunutph Jhuhg wybkhtt 10-20 wnwnpk-
Yt L [4]: Zhjwiunmipiniup mnuubkph Unwn 2,5 wiqud wybjh hwdwhe £
hwtnhwnud, pul wnohlukph Unwn: Zhjwinnipjw h huwyn qunt nhuljp
Ubkdwtnud £ Yuwuph wljnhy wddw b ubpwljut hwmunitiwgdwi spow-
unwd [13]: 8nihugh vwpyndwt Yihuhynpku pinipugpynid £ donnuybu
wdnn guyny, wpwnwhwpjuws hwndwsh wyjnnigny b Jbpenyputnh
dntujghuyh ppwtqupdwdp: Owjpudwuwhtt upnbph tbkpgpuynudp
wnwpwinipjub Uk ninkljgynid E npnowljh yupnuyhtt wnwbywb-
utph wnwewgdwdp [23]: Unwn 40% phyptpnid wnwetwghtt opwjuikpp
gunuynud kb Yuwhph jEbnputujut (nwuthwuly), wykh hwdwhe Ynuph
nuljptpnud, Ynntpnud, nnwowpnid: 8nithugh uwpyndwt 20-30% nhw-
ptipnud mbnuiuyynid E wypnpuhdwy Jbpenyputpnid b 30-40% ntw-
ptipnud” nhunw) dwubpnud [17]:

8nihlugh «wnnpuhly fund «ungnp poowiht> uwpynuugh nhwpnid
ninnigpujhtt pohoutipp niukt Uks swihbp, Yinp wynihunpd Ynphqubp b
wpunuwhwjnjws uniyknjubp: Shnnyjuquwt ntuh Uks swthtp b wp-
nwhuyunywé vwhdwbutp, pupdp dhnnnhl hugbpup Jupny k(g
pwugju:

1969p. wnwohtt wmbquu Epkjuwubph dnwn tjuwpwuqpybg wpunw-
Ydwpupuyhtt 8nthugh vwpyndw (Unniuwly), npytu wupwybpnbppuyg
Uinp pohetipny ninnigp, nptt wnwewunid £ thwithnil hyimujwspubpnid
b sh ninklgynid hwupbwb nuynpubph whpnwhwpdwdp: Nipnigpp Jw-
nnn k h hwjn qu gmujugus muphpnid, wyth hwdwp fyuuph 2-3-py
nuubwdjulnud, tpynt ubinh dwppjuitg Unn hwjuwuwpwswth: Zwdwu
wjt mEnuiuwyynid £ qupwybkpnbppwy opowtinid (wkpwnting Ypspw-
Juunulijh wuwnp), npnuyjthg pnipu’ htnht dhptwyunnid b uinnpht
Jbponypubpnid: Minnigpp hwpniun £ winpubpny, juquuhndws
hwnjwsutpnid nith hwuwn wuwnkp, hul] qujupnit winpubkph weljw-
mipjniup phpnud E hbdwiughnybtphghnnduyh jud swpnpuly hbdwt-
ghntunnpbihnuh junnigywéph tdwubkgdwip: Ynjmgbuuwghtt b ntwnh-
Ynyuyht phjhljukpp dbwynpynd Bt ninnigpp dwubph pwdwinng bhp-
nnqujhtt dhounpunid: linnigpujht pohoubpnid’ hwnljuybu ninnigph
Suypudwuwhtt dwubpnid yupmitwlynd t qihyngk [6,21]:

PNET (primitive neuroectodermal tumor) hwjwpwljut ntpuht L,
npp  Ukpwpmd L ungninghwlwt Albkph owpp. Uulhtth ninnigp,
buptqhnubpnpiuunndw b dwypudwuwghtt wwpq tbpnkyungbipdug
ninnigp [1,3]: Owjpudwuwghtt wupq ubpntyunngipdw; ninmigpp (Un-
miuwl)) hwinhynd £ 20 wmwupkliwuhg thnpp dwpputg dnwn, pun
npnid hhgwunubph 75%-p Jubwgp u: Minnigpp hwdwju nknujuJus
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E jhtunud tunnwwntnh hwndwsnid, wqnnph yEpht Eppoppujut dwuncd

b yEpht yEponypubpnid:
Unjniuwly

8U/1-h ninnigpuyhll iyniuwdph dwipunhnwjughl phnipugphsibpp

Minnigpuwjhtt hntudwéph punipugphsttip
Uwpynduyh wajunidp

dwipunhunwljuyght

thnpp Ynp jud ofuwdl peholitp, puqn-
8nihugh uupynudw dhpuyhtt unilyiinjutiph dhongny wpunw-
huyndws Ynphg, wignyl, ny wpnwhuwyg-
wunhy uwhdwtitbpny ghnnuyjjuqum

funonp Yinp jud ojwjwdl  uUnununpd
Upunuljuwupuyhtt 8mhugh | pohottp, gpwé ppndwnhng Ynphqubp,
uwplnuw ghunyuquub wnpwwnhl £ b nith Juwn
nipugdyws uwhdwbitkp

thnpp Ynp jud ojujudl dntindnpd pohy-
PNET ubkp, Ukd swihh Ynphq, PAS nhwljghwi
puguwuwlub k

dhohtt Yinp Jud oqujudl Unununpd pohe-
Uulhtth umpyndw ubp, Ukd swthh Ynphq, PAS nhwuljghwut pw-
guuwlwl L

ninnigpubiph nwppbpuldwt dwwpnpw-
Yhg Jupidws (humd Eu 3 nhyh Junnig-
Euplghnubjpnpjuunndu Judpubip.

1) kuptqhnubjpnghwnndw

2) buptqhnubjpnpiuunndu

3) buptiqhnulypntyhplndw

7hnliu 1970-wjwt ppe. Uuljhup [10] tjupugptg Ypspujutnuljh
wwwh nipmigph dh pwuh ntwp, npp ubkpuynidu hwjnth £ Uulhth
ninnigp wijwinudny: Ujn nipnigph Yjhuhjuljwt wuwnlbpp wuwyg-
dwtwynpjws b Ypspujuinuljh opowiinid nmwpwsqws, hsyhu twl
pnptph, wipuyh, Ypspuduinuyh yuwnh wpnuwputulut wunljb-
pnud ubpgpuydus dbks ninmigpujhti gnjuugnipinitubkpny (Unjniuwl):
dun opowlnid hhwunmpniup qupquunid L wnwtg whuinwithpubph
npubnpdwi: Udkih nip phunynud E wjbpw wpunnwhnunipinit, stswnnt-
pul  wipwjwpwupnipnil, wpnibwpjund,  huptwpnitwynpdub
tplunyputn [8]:



Memununckas Hayka Apmernn HAH PA 1. LIV Nel 2014 15

Euptqhnubjpnpjuunndwt (Ungmniuwly) tbjpnkjunnpbipdw) ninmgp
E, npp qninud E pppdwywunid b Yihuhnpkt b huyn £ quihu stsw-
mnipjul jpwbqupdwdp, pphg wpnibwhnunipjudp, ppupdunh wy-
wnnigdwdp, Epphdt bl hnnnunmpiut fpwbqupdwdp [11]:

dudwtuljulhg yquwunipugnidubph hwdwdwyu ninnigph yJkpe-
twut wpnnpnodwt hwdwp Gjunid B 8nthugh vwpynduwgh b PNET-h
Unpdninghwjh wnwduwhwnlnipniuiutnhg: dtpohtutphu pohoutpht
punpny k Jhdtunhuh Epuypbuhwt: Uwluyl, h muppbpnipinit 8nithu-
gh uwpynduyh, PNET-p punipugpynid b hunwl] tbpntiunngbpdug
nwppbpulnuiny, npp wpnwhwynynd £ ubjpnuybghdhll Eunjuqgh
Epuyptuhwyny, uhttwwwnndhqhiny, CD57, S-100-ny, htusyhtu twb Leu-
7-ny [9]:

8nithugh uwpynuwt peowgkubnhinpkt pumpwuqpynmid k t(11;22)
(924;q12) nupdkih npuwbiunjughuyny [14]: 11-pn ppndnundnid gunignn
FLI1 qktp Jwwynd E 22-pn ppndnundh EWS qkuh htw, hush wp-
nyniupnid unwgynid k FLII/EWS punhwnip ghup:

8nithugh uwpynuuwyny hhjwunubtph 85%-h Unwnn hwunhwynud k
wnpwbunughwh wdjuy dup: Tul-h jintwynpjuws hwonpnuljutn-
pintuttpp pny) Eb wmwhu hwynbwptplk] 8nithugh uvwpyndwjh phub-
puyht gqkup, npp unwgyby b t(11;22) (q24;q12) nupdkh wmpwbunlw-
ghujh dudwuwy [12]: Uy phwypnid wnwewmgwé ojhgnuniljjininhnuhtt
hwonppuljmnipjniutibph jpwpuinnudp phpnid E ninnigpwjhtt pohotitknh
dwhywl, npt  Jupnn L ghndb] npybu 8nthugh vwplndwjh plpw-
wylwnhl pniddwit Ukpnnubph juunwpbjugnpsdw gnpént [27] :

8nithugh uwplndwjh dwdwtwl t(11;22) wpwbunjughwjhg
pugh hwughynid E (Unwn 10% nhwyptpnud) 21 b 22-pn ppndnundubph
Uhol pupwgnn wypunputpuyht mpubunughw® t(21;22): dkpotpu
hwyntwpbpyt] £ nnpuwtunughugh bu dky k' t(7;22)(p22;q12), npp
uupwugnpyty k 8nthugh vwpyndwjh nhypnid: Fugh npuuhg 8nihugh
uwpyndwgh pohoubpnid huwjntwpkpyl] i poowghkubnhl] puwbqu-
pnwdukp® t(1;16), der(16) t(1;16) 1q wuthyh mphundhw, der(16) t(1;16)
(q21;q13) [14], 8-pn ppnunundh wnphundhw [18]:

Zhjuiunnipjut qupgugdut pipwugpp ghwhwwnbint hwdwp dhis
pnidnudp b pnidnidhg htinnn hpujubwgynid £ hwdwlupgsuwght b dwg-
thuwnbgnuwiuughtt mndngpubhw, npytugh puguwhwjnygh ninnigph
qupquguut thnijp b bpw qupqugdwb phtwdhlwt [5]:

Pniddwt wpyniupttpp pwnn hwdwp jupjujws Eu ninnigph
nwpwsjwdnipiniihg: Unynpupwp hbnwgnunnubpp wnwbdumgunid
ki PNET-h nbnuljuyjdws b mwpwsus dubtpp tpwbwlbing MO b M1:
Zhjwinubph pudpwynpnudp puwn thnybiph wowewnlyk) £ UUL-h Ug-
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qujhtt mpnigpupwtwljut htunhnnunh §nnuhg: I thn’ wewtg k-
nwunwqubph, wpwetiwghtt ogwjuh wpwdwghdp <5 ud (htwpwynp k
wdpnnonipjudp htinwgyh), II thny® tdwb k twunpght, puyg ninnigph
dwtipunhunwluiht mupptp Gu dunwd, 1T thny” ninmigpp > 5 ud (Jhpw-
hwwnbh sk), IV thny’ hwjntwpbpynid Gu thnpp dbnwuwnwqubp:
Mnnigph htnwgnidhg htwnn nkghnhdutpp puduljuthtt punpny Eu b
hwdwh ninuijuynd ki Jhpwhwnwljut gninnid b pnpbpnud: Gdwju-
pnid, qijuninbknnud, Gphudubpnid Eppldt hwyntwpbpnid Eu dkwnwu-
wnwwnhl opwputikn [7]:

Zhjuiunutph 10-20%-h dnwn htwpwynp E hpujuwbwgub] ninnig-
ph nwnhluw) htnwgnid [7]:

Quuwywé ownn htnhtwfjubp tpnd Eu phuhnphpuwyhwh tjun-
dwdp minmigputiph gwép qquynitnipinitip, wjunithwinkpd npny hh-
Juunubtph Unnn hwennynid E hwutl] ninnigpwjhtt ypngkuh dwutwlh
nbUhuhuwjh jud ipohtt hwoyny® juynitwugdwi [7,19]:

8UMN1-h pwpdp qquniunipiniip Swnwquypujhtt pniddw tljun-
dudp hwunwwnyby kJ. Ewing-h (8nthugh) Ynnuhg, npp hwinhuwbnud k
wyn hhjuwinnipjut wpwehtt htlnwgnuinnp b pumipwqpnnp [28]: 50-60
Qnp gnudwpuyhtt ngnquyny Swnwquypuwjhtt pnidnudp (&F) Gplup dw-
dwtwl] (wbgyuy guph 20-60-wjub pp.) hwdwpyt) £ Y201-h pniddwt
dhwl Ubkpnnp: Uyt nhwyptipnud, tpp 8nthugh vwupyndwt mnujuydws k&
Ynntpnud, Ejuknyg unnpbe thpluyugqus yuwnmdwnubphg, hwduyw-
nwupiut yhpwhwnwlut vhowdwnnipinit skp Jhpunynid.

1. Quuyws &R-h puwpdp nnquibph Jhpundwip hwqunby bp
hwonnynid nipnmigph swithbpp thnppugubk; b hpwlwbwgty
Jhpwhuwnnipntl,

2. &F-h wjupunhg wdhpwybu htnn hwdwp phwnynd tp
ninnigph swthbph wpwg JEpujuigunid,

3. XX nuph wnweohti Yhuhtt Gpkluwtbph Udnwnn mbjuthjuybu
htwpuynp skp ppufjutiugtty Ypspunfutnguyjh yunh ptgup-
dw] ywutwhwwnnid:

bPunbkuuhy phpuwhuyh b Jhpwpniduljut dkpngubph juwnwunpk-
Jwugnpénidp httwpwynpnipnit kg hpwlwbwgubk] Ynntpnid mbtnw-
Juyywé ninnmigpubph Jhpwhwwnnipniuutp, vwluyb tnyuhull &R-hg
htwnn Jphpwhwwnnipjut dhgngny ninnigph hknwugdwt thnpdkpp Jun
wjuwpun ko niukund: Zuwnjuowlut t, np Jhpwhwwnwlut yniptph
hintujwspwpwimjut hknwgnuinipniuiiph dudwbwl gqonpstwlw-
unwd" 100% ntwypbpnid, hwjntwpbkpnid Bt mknuyht nkghnhyubph qup-
qugUwtp tyywuwnnng ninnigpujhtt pohotikp, hiswytu twl Uks pyny nk-
nuyht b dbknmwuwnwwnhl] nbkghnhdubp [15]: Ununphuhnpbpuyhwul,
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htnwqunid ghnnunwwnhlutph Yndphtwgwsd Jhpuenwdp 8UNL-ny
Eptluwttph Unnn wndtkg pniddwt wpnnibwybnnipjut pupdpugnid:
Unwtg nkghnhyubph JEuuwuyniunipniup (U0Y) 10%-hg pupdpu-
guy dhust 40-70%: Yuunwpjwéd htnmwgnunipjnibiibpny hwunwwnygbyp
Eu 8UMN1-h pniddwt wlnhy ghnnunwwnhlutp® Jhulphunhtb, npuljnh-
unuhght, wyphwdhght: Fnnph Ynndhg pugminkg VAC (hulphu-
wnhtu+unphwdhgh+ghndnudwdhy) Yndphtimghwi, nph by hwwju
ubpwnpnud Eu twb gulunhundhghtp [15,20]: Ujp hhwnwgnunipmnii-
utpny k| hwuwnwnytg pupdp nnquutipny ghinnunwwnplukph ghljjuyht
wnihphuhnptpuwyhugh  (MLE)  Yhpundwt wpynibwybnnipniup
(pniddwtt Ynipubph dhob pujws dudwbwlwhwndusp 3 owpwp kE)°
unwinupun nnquyny ypkyuwpunubph wdkt sowpwpe tpywtwlnidubph
hwdbdwwn: Uwuyu tpenyputpnid 8UN1-h wnwbgpwjhtt Yuwuph
(Unupnuljp, nnkp, Ynnkp, nwu, wbpwl) whpnmwhwpdwt dudwbul
UNY-h gnigwthop gudnp k [15,20,28]: Zhdp punniugtght 8nthugh uwp-
Yndwyht punpny htnlyw) hhdtwlwh wnwbidtwhwnlnipmniaubpp.

1. Uks swthh (100-200 ud®) ninnigph pwpdp hwdwhujutnipintl,
npny qhenid Lt vhuyt Ynupnuljph 3UNL-ht [26]:

2. Minmgph mbnulujnudp upwnh, pnplph, unnéwunt, tphljudh,
nnbtph opowtinid mkpthjuwtu nddupbgunmd E Jhpwhuwwnw-
Jut dhpwdunmpmniup b &F-h wbglhugnidp: pny hbwnw-
qnuinnubp [2,20,26] pungénid Lu, np whqud Ypspuduunulh
wuwwnh, unnéwunt, pnpiph b upnuwwplhh ks nkqklghuyh
wuwydwutbpnid skp hwennynid ninnigph nwunhlju) hinwugnid:
Luttuplynid ki hmrudwspubnh Jpu &A-h wppnwhwpnn wg-
nhgmpjul npnp hhdtwiinhpitp® juwywsd qupqugnn pup-
nipjut  (GupghnUpnywinpw,  wuwljwht qupltpuljukph
Jupspwugnid, pnptph $hppng b wy) hkw:

3. Ljupwugpyusé nbwypbpnid wjlbipw) junpnsh wnljuynipiniup
wwywhnynid E  tpuinud  wwnjuundwt  dubwyuwuphnyg
ninnigpwjhtt pohoubph mwpwénidp: Uy nhwypnid wuhtwp k
nununid pwnhluw] Jhpwhwinmpmt hpujwbwgub;: MLE-h
unwbnupwn nkdhuh Jhpwpnudp pny) sh mmwjhu wywhnyby
wlupw) hinniynid ninnigpuyhti pohotikinh nstiswgdwt hwdwp
ghnnnunwwnhljubkph pujuwpun §nugktinpughw:

Mlupw) punpngnid hhyuwiunmipjut JEpwhuljdwt dhwl dheong E

hudwpynud &B-h hpujutwugnidp wdpnne htvhwnnpwpuny dky:

Bpkjuwubph dnwn 3UN1-h junhputph pniddwbp tdhpdws wnw-

ohtt woliwwnwupubpp ubkpyuyugyt; & P. R. Thomas-h wpjuwwnnt-
pintutipnud [28]: 1973-1978pp. IESS-I (UUL) htnmwgnundwi ppowtiwly-
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ubpnud quwhwwnyty kb 8UMNi-nyd 36 hhywunubtph pniddwt wpmyniup-
ubkpp, Epp nhnydl] £ pwphjuw) Jhpwhwwnnipmniiubph hpuljubwugdwt
gudpn hwdwhmljuinmpmnit (25 Jhpwhwndwsutnhg 8-p, 32%), npp
pnyl £ wwjhu Jhpwhwnnipjut  hpwjwbwugnidp MLME-hg wnwy:
Zmnjubpwlui k, np "second look” whwh Yplhuynn yYhpwhwwnni-
pntulkp skt Juunwpydt;: &8 hpwljwtwgyl) b Ynnh wdpnne tplw-
poipjudp, hsyhu Ypspujuiunuljh ywuwnh Jhpwhwwnnipjut nhypnud:
Stnuyht YEpwhuljdwt tdwb dnnbkgdwb pbwypnid tjuwndl] £ ng
dbnnwununhly nkghnhyutph pwpdp hwdwpujuinipmia® 5 (20%),
wyn pynid 4 (16%) wnknuyjht b 1 (4%) nkghntuw] (nkghnhy wjbpw) uo-
wnnid): 8UMNi-h dknwuwnwwnhly dukpp niikgl) Bu dwhwgnt Gip: 8UN1-h
nbknuyhtt mwpwsjudnipjut &l niukgnn hhywunubph pniddwt wp-
nniupubipp quy B unwgyby. 5-wdjm UY-p Juqunid £ 50%, husp
Jupnn k pugwunpyt] hhwunubph thnpp pYny: ZEknwgnunipniuuk-
poud tjuunyby £ &F puppugdwt pupdp hwdwpiwljubnipni: fipgbp
tl J.L. Grosfeld-h [15] b wppjuwwnwlhgutph wnyjwjubpp 1974-1987 pp.
James Whitcomb Riley (UUU) dmtjuljut hhjwunwiungnid 8UN1-ny 7
Epkjowubph pniddwt wpyniupubph dwuht: fnjnp hhwunubpp whghkp
i Yndphtwgqud nmbknujht Jepwhulnud (Jhpuwhwinmpnit + &F), huly
Jhpwhwwnnipniip hpwwbwgyty E NLE-hg wnwe: Yhpuwhwwnnipint-
up hp by ubpwnnid £ winmwhwpdws Ynntiph yqupunwunhp hkpwgnid
(Eyqupunhlnijjughw), htiswybu twl hwpbwb Ynntph/Ypspuduunulyh
wuwwnh ntqtlghw: Fnnp nhwyptpnud Yhpundt) £ uhptnhl byniptpnyg
Ynuphtimgwsd wypnptquyhtt yjwunhlw (Marlex, Prolen, Gortex): Ztnh-
twlubkph Jupshpny wdkuwjwy wphbkunwljut tynipp Gortex-u k: Jh-
puwhwwnnipiniihg b &F-hg htwnn h hwyn £ quihu wpunwhwjndws uljn-
1hng, npp hhqwunutph 28%-h Unwn wwhwiomd bt Jhpwhwwnwlub
onlnid: Stnujht nkghnhdubp skt Gnk, hull hhywunubkph 6-wdjwm
UNY-p uqunid E 57%:

Zkwmwppphp Eu twl B. Rao-h [22] Ynnuhg hpwunwpwlgws 1971-
1986 pp.-hu St Jude Children Research Hospital-nid (UUL) 8Ufi-ny 23
hhdwlny Epkuwtbph pniddwt wpmyniupubpp: Lwpwyhpwhwnwluwt
NLE hpwlwbwgpl] i hhdwinubph 30%-h dnwn: Zknhbwlukpp
niuntdtimuhpl) B htinktuhy NLE-h wpynmipubpp 14 Gpkluwubph
Unwn: Shnnnunwwnhlubph ks pnquubph tbkpunisnidp pny; wdkg 4
hpjutigutph unin hpwdwpyt Ypspuduiinujh wuwnh nkqtyjghughg b
uhptwnhl] ymptpny yjuunhlughg, hull 8 hhwunubtph Unn® &R-hg,
npwuny hul] thnppugubiny puppnipjniutbph qupqugdwut hwdwhiw-
Yulmpinilp (ulynihng, pnpkph $hppng, Yupghnupnywwnpw): Ynntph
htwnht dwuh whnwhwpdwt ghypnid hpwjwbtwgynd E upu Eyqup-
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nhynijjughu, hull wpelh hwnywsh wnwhwpdwt dudwbwly’ Ynnh
nkqklghw dhtsh hbkwnht Gupwdljwuwghtt gdh wypnbighwt: Uy wuy-
dwtitbpnid mnknuyht nkghnhyukp sku Enk), minujuyws 8UNL-nY hh-
July Epkjowbtph 5-udju jEiuwljuyniuinipjut inljnup wnwg nkgh-
nhyubph’ UMY hwuby £ dhtgh 100%, hul dbnwunwqubph wpjugnt-
pjut nhypnid” 50%:

Uj1 ghnttmfubikph [20] 1918-1991 pp. dudwbwlwhwindwushi
Ykpupbpnn wpwhg dknwunwuqitph 8UNe-n] priddwb ndjuyibpny
31 hhjwunutphg 23-h Unun poidnudp hpwwiwgyt)] k pun CESS86-h
htnbkuuhdhljugqus wpdwbwgpmipjniubph (ywpnwnnlynjutph), npunbn
ghyndnupwipnp thnpuwphinfty £ pdnupwdhyny: Bnnp hhjwtigkph
Unnn  hpwwbwgpl] tu twpwdhpwhwnuljut MLE: Cunn wyy
htnhtwlubph vhwiquiugt pudupup kp hwdwpdmd Yngbph/ypspu-
Juunuijh ywwwnh Jhpwhwwnnipniip, vwuyt pughuw; yhpwhwwnnt-
pjntt htwpwynp Lt hpwlwbwgut] dhuytt hhywunubph 57,6%-h dnwu:
Yhpwhwwndws hhywunubph judpnid nhndby £ 7 (26,9%) nbknujht nk-
ghnhyukp, hull UMY-p Juqdky E 61%: Ywbjunpnphy gnpénulikph
niunidbwuhpmpnittipny hwunwwnyb) E np Ynntph htnhtt dwunwd
nbknuiujywsé ninnigpny b wppnwhwpyws Ynntpny hhquunubph dnwn
Jutjpunbtunidubipp pupthwenn sku:

Zkwmwppphp ki twlb N. Sirvent-h [27] fadph Ynnuhg 1984-1997
pR--hu SFOP (EW84, EW88, EW93, dpwtiuhw) hpujutwug]ws wnuug
dbnwunwqutph 8UNi-nd 57 hhywunubph poddwt wdjukpp:
ML-h wnwppkp Spwgpbpny pniddwt hpwlwbwgnudp wndbp £ owyy
wuwnlkp: Lpwtg Ynnuhg EW93 wpdwbwgpnipjut oppwtwljwubpnid
hpwlwtwgyt] bt pupdp ghinusuthughtt MLE" Swypuwdwuwjhtt gnnni-
twyht pohoubtiph wnitnnihnppiywwnyjuundwi htn vhwuht: Punnijnhy
NLE-u hpwwbwgpt] Gt hhyuunubph 91%-h dnn: Guwnwpgby E 55
Jhpwhwwnnipini, 5-p° MLMO-hg wnwy (pnjnpp’ ny pwnhluyg), 50-p°
ML-hg htwnn (20%-p° ny nwnhluyy): Ny pwnhluw] Yhpwhwwnni-
pintutiph nhypnid hpwlwbwgyty E hbndhpuhwnwlut LB: Thundb
E 12 (22%) wnknuyht nkghnhyutp, hul 10-wdju ULY-p fuqunid k 62%:
Pugwhuwyunyt] Lt wupupbhwenny Juwbjunpnodwt Ukl gnpdnti® gudp
Jud dhohtt pnidwlutt wwpnunpdng, nph wnljuynipjut phuypnid
hhquunutph 10-wdjum UHY-p fuqunud E 39%: Mwupqyl) E np wbpuyg
htnniljh ppowpwtwmjut hbnnwgnunmipmnibubph dudwiwly UEswdwguy
wiuiphnh WHwd ninnigpughtt pohoubph pugwhuwjndwi phupnid
wlhpwdtown £ &F: SEknujhtt mupwdywsnipjudp 8UN1-ny hhywunubph
15,7%-h Unnn huyintwpkpyt) Eu nknujhtt nkghnhyubn:

Cutn R.C. Shamberger-h b hwilwhbnhtwlubkph [24-26] whwp
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Yhpwnt] Jhpwpniduljmt hwwnntl dnnbkgnid: Ynnbkph Elqupunhlniy-
jughwt juwnwpl] wjuybu, np 8UN1-h pwypnid nuljpwdnish wdpnng
nuownp ghnyh npybu ninmigpwjhtt pohoutiph nmwpwsdwt minudwuy,
nnh htwn Juyyws gnnipinit nituh «guunlnn» b skip-dbnnwuwnwqubph
pwipdn nhuly [24]: ZEnhtwlwbpp [25] wjuubp B tkpuyugunid bwb
wnwig dbnwunwqutph 8UNi-ng 98 hhywunubph pniddwt kpw-
pipwy: Yhpwnk) ki hutntuuhy NLE" hpnudwdhn+binnuynghn hwdwl-
gnuuny: Ldwb hwdwlgnidp UNY-p pupdpugnty E dhugh 64%: Luow-
Jhpwhuwwnwlui NLE Yhpunyl) E hhywunubtph 72%-h dnwn, hush k
pnyy E wyk] hpwljwbwgynn pwunhlw) Jhpwhwwnnipniuutph pubwlp
Ubdwguby vptgh 77%: Zkndhpwhwnwljut LR-t wthwpwdton tp tw-
hwyhpwhwnwlut MLE wigws hhjwunutph 40%-ht, hulj 70,8%
nbwyptpnud, tpp Jhpwhwwnnipmniip hpwlwbwgyby £ dhty NLE-U
(p=0,016): 5-widjun UNtY-p Juqunid k 56%: Znhtwlubpp hwuwnwnnid
Et hungnijnhy MLE-hg hinnn Jhpwhwwnnipjut wthpudbnnipiniun:
dtpnhhoju) wpjowwnwupubph wpnynitpubph wdthnthnidhg hk-
wnlnud k, np htinhtwlubkph Uts dwuh Jupshpny 8UN1-nY hhywiy
Epkjpwubph Uninn wthpwdtown E hpujuwbwgul)] twhiwyhpuwhwnwljut
ML, wjinthbnl® wjnwhwpwsd Ynntph wdpnnomipjudp hinwgnid:
7hnliu (hndhtt dowlws sk dbnmwunwqubpny hhywtny tpEluwtbph
pniddwt unpuntghwtt’ wyy njnpumd UES Yhuhjulwt yniph hhdwb
Jpw puquulnndwih hbnwgnuunipmnitubph wpyniupubph puguljw-
nipjut yuwndwnny:
Tocmynuna 26.03.13

COBpeMeHHbIe npeacTaBJdCHUs 0 MATOreHe3€, METOAaX TUMArHOCTHKH,
TEPAIMA HEKOTOPLIX BUA0B CAPDKOM Y JeTeld U uX MNEPCIIEKTUBAX

C.C. dar6amsmn, I1.A. Kazapsin, A.I'. 3axapsn

B 0030pe mpencTaBieHbl COBPEMEHHBIC JINTEPATypHBIC JAaHHBIE O TOTO-
TCHE3C, AUArHOCTUKE U IMCPCIICKTUBAX JICHCHUA HEKOTOPBIX BHIOB CapKOM
IOunra y gereii. Jlanbl pekoMeHIAIMN K PUMEHEHNT0 d((HEKTUBHBIX METOIOB
ux Tepanud. OMHAKO B CBA3W C MaJbIM YHCIOM HAOJIOJCHUHA ONMTHMATBHBIX
MPOrpaMM JICYCHHS 3JI0KAYECTBEHHOW OMYXOJH pedep JETCKOTO BO3pacTa He
CYIIECTBYET, TPeOyeTCs AanbHeIee H3yueHHEe JaHHOH MPOOIeMBI.



Memununckas Hayka Apmernn HAH PA 1. LIV Nel 2014 21

Modern conceptions on the pathogenesis, methods of diagnosis,

treatment and their perspectives at Ewing's sarcoma in children
S.S. Daghbashyan, P.A. Ghazaryan, A.H. Zakaryan

The review presents the current literature data about pathogenesis, diag-

nosis and treatment perspectives of Ewing's sarcoma in children. Recom-
mendations for application of effective methods of therapy are given. However,
an optimal treatment program for malignant tumors of ribs in children has not
been developed yet due to a small number of observations.

10.

11.

12.

13.

14.

15.

16.

Gpuljuinipnii

Anues M.J[., Mexmuesa H.U., boxau B.}O. ®akTopsl NpOrHO3a CapKOMbI MATKUX TKaHEH.
Bomp. onkoun., 2005, 46 (3) , c. 47-52.

Inexoe U.B., Heanosa H.M., I[lawxkos FO.B. u Op. JlydeBas Tepamus B KOMIDIEKCHOM
nedeHnn capkoMmsl HOunra y nmereit. Tesumcol moknamo Il che3ma AETCKUX OHKOJIOTOB
Poccun. M., 2004.

Hasviooe M.H., Mauanaoze 3.0., Horoyxuii b.E. u Op. Me3eHXUMaJbHBIE OITyXOJIH
cpenoctenus (0030p nuteparypsl). CuOUpCk. oHKOI. KypHaI, 2008, 1 (25), c. 64—74.
Lypnos JI.A., 'ononbenxo I'.B., Kypmawos B.H1. [lerckas onkonorus, M., 1997.
Kapmawosa O.M., Annenxosa U.B., Kapmawos M.B. JlyueBas nuarnoctuka nepudepu-
YEeCKOW NMPUMHTHBHON HEWpOIKTOAEpMalbHOW omyxoiu y nereid. [lerckas OoibHHIA,
2010, 3, c. 47-52.

Kpaescxuii HA., Cmonvanunnuxosa A.I., Capxucosa /[.C. IlaTomoroanaromudeckas
JIMarHOCTHKa oIryxosel yenoseka. M., 1993, 1.1, c. 338-339;433-436.

Kysomun HU.B. Hespenas mnepudepuyueckas HeHpoIKToAepMaibHAs OIMyXolb. M.,
Ounkonorus nerkux. 2008. http:www.remedium.ru/drugs/doctor/oncology/detail.php.
Maxcon A.H., I[lonog M.C., Kysemun B.I1. u op. Hespenas nepudeprueckas HeHPOIKTO-
nepMansHast orryxounb (Ackuaa) 2012, http:www.ikzm.narod.ru/new/pnet.htm

Cemenosa A.M. Capxoma IOwmHra: xapakTepuctuka 3a0oieBaHUs, OCOOCHHOCTH Har-
HOCTHKH, JiedeOHas Taktuka. [Ipakr. onkon., 2010, 11, (1), c. 45-52.

Askin F.B., Rosai J., Sibley R.K. et al. Malignant small cell tumor of the thoracopul-
monary region in childhood: a distinctive clinicopathology entity of uncertain histo-
genesis. Cancer, 1979;43:2438-2451.

Banerjee A.K., Sharma B.S., Vashista R.K. et al. Intracranial olfactory neuroblastoma:
evidence for olfactory epithelial origin. J. Clin. Patol., 1992;45:299-302.

Dellattre O., Zucman J., Plougastel B. et al. The Ewing family of tumors - A subgroup of
small-round-cell tumors defined by specific chimeric transcripts. Nature, 1992;359:162-
165.

Dos Santos Silva 1., Swerdlow A.J. Sex differences in the risks of hormone-dependent
cancers. Am.J.Epidemiol., 1993; 138: 10-28.

Douglass E.C., Valentine M., Green A.A. et al. 1(11;22) and other chromosomal
rearrangements in Ewing's sarcoma. JNCI, 1986; 77:1211-1215.

Grosfeld J.L., Rescorla F.J., West K.W. et al. Chest wall resection and reconstraction for
malignant conditions in childhood. J. Ped. Surg., 1988, Vol. 23, 7, p. 667-673.

Huvos A.G. Bone tumor. Diagnosis, treatment and prognosis. Saudenders. Philadelp-
hia,1991.




22

Menununckas Hayka Apmennn HAH PA 1. LIV Nel 2014

17.

18.

19.

20.

21.

22.

23.

24.

25.

26.

27.

28.

29.

30.

Jurgens H., Exner U., Gadner H. et al. Multidisciplinary treatment of primary Ewing's
sarcoma of bone. A 6-year experience of a European cooperative trial. Cancer,
1988;61:349-357.

Mugneret F., Lizard S., Aurias A. et al. Chromsomes in Ewing's sarcoma. II. Nonrandom
additional changes, trisomy 8 and der(16)t(1;16). Cancer Genet.Cytogenet.,1988;32:239-
245.

Neef H. The role of surgery in diagnosis and treatment of mediastinal malignance. Lung,
2010; 168, (Suppl 1): 1153-61.

Ozaki T., Lindner N., Hoffmann A. et al. Ewing's sarcoma of the ribs. A report from the
Cooperative Ewing's sarcoma Study. Eur. J. Can., 1995, Vol. 31A, 134/14, p. 2284-2288.
Perentes E., Rubinstein L.J. Immunohistochemical recognition of human neuroepithelial
tumors by anti-Leu 7 (HNK-1) monoclonal antibody. Acta Neropathol.(Berl.),
1986;69:227-233.

Rao B., Ann Haves F., Thompson E.I et al. Chest wall resection for Ewing's sarcoma of
the rib: an unnecessary procedure. 1988. Updated in 1995. Ann. Thorac. Surg., 1995,
Vol. 60, 5, p. 1454-1455.

Rosen G. Management of malignant bone tumors in children and adolescents. Pediatr.
Clin. North. Am., 1976;23:183-213.

Shamberger R., Grier H. Ewing's sarcoma. Primitive neuroectodermal tumor of the chest
wall. Sem. Ped. Surg., 2001, Vol. 10, 3, p. 153-160.

Shamberger R., LaQuaglia M., Gebhardt M. et al. Ewing's sarcoma. Primitive
neuroectodermal tumor of the chest wall: impact of initial versus delayed resection on
tumor margins, survival, and use of radiation therapy. Ann. Surg., 2003, Vol. 238, 4, p.
563-568.

Shamberger R.C., LaQuaglia M.P., Krailo M.D. et. al. Ewing sarcoma of the rib: results
of an Intergroup study with analysis of outcome by timing of resection. J. Thorac.
Cardiovasc. Surg., 2000, Vol. 119, 6, p. 1154-1161.

Sirvent N., Kanold J., Levy C. et al. Nonmetastatic Ewing's sarcoma of the ribs: the
French Society of pediatric oncology experience. Eur. J. Can., 2002, Vol. 38, p. 561-567.
Thomas P.R., Foulkes M.A., Gilula L.A. et al. Primary Ewing's sarcoma of the ribs: a
report from the Intergroup Ewing's sarcoma Study. Cancer, 1983, Vol. 51, p. 1021-1027.

Toretsky J.A, Connell Y., Neckers L. et al. Inhibition of EWS-FLI-1 fusion protein with
antisense oligodeoxynucleotides. J.Neurooncol.,1997 Jan;31(1-2):9-16.

Workman M.L., Soukup S.W., Neely J.E. et al. Biologic characteristics of four Ewing's
sarcomas. Cancer Genet. Cytogenet., 1985;15:215-225.





