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K kareropuu KpaifHe CIIOXHBIX IJISI TMATrHOCTU-
KM 3JI0KAQ9eCTBEHHBIX MEJIKOKPYTIIOCMHEKICTOYHBIX
OITyXOJIeit y AeTeil OTHOCSITCSI HOBOOOpPa3OBaHUS Ce-
MetictBa capkoMm FOuHTA, TpyIITa MpUMHATUBHBIX HE-
POBKTOIEPMAJIBHBIX OIyXOJei MITKUX TKaHeil 1 KOoc-
teri (PNET), sMOproHaibHAss Me3eHXMMAaJIbHAsI XOH-
IpocapKoMma, pabaoMHOcapKoMa, IeCMOILIaCTHIeCcKast
OITyXOJIb M3 MAaJIBIX OKPYTJIBIX KJIIETOK.

Capkoma IOunra u PNET. Ormyxonn, oTHOCSIIIHME-
cs K ceMeicTBY capkoMbl FOMHTA, IMEIOT HEMPOIKTO-
JiepMaJIbHOE TTPOMCXOXACHNE Y THCTOTCHETHYCCKY CBSI-
3aHbI ¢ KJIETKaMU HepBHOTO rpebeika. OHM BKJIOYa-
0T HeandpepeHINPOBAHHYIO TUITUIHYIO CAPKOMY
IOuHra u ee BHeCKeJeTHBIM aHAJOr, 3JI0KAYeCTBEH-
HYIO MEJTKOKJIETOYHYI0 HEHPOIKTOACPMAIBHYIO OTTy-
XOJIb TOPaK0aOIOMUHAIBLHOM 001aCTU (OMyX0JIb ACKH-
Ha), a Takke PNET.

YKazaHHbBIE OIYXOJIM BO3HUKAIOT B CKEJIETE U MST-
KHX TKaHSX Y IeTei U MOAPOCTKOB, HO paccMaTpuBa-
IOTCS KaK CaMOCTOSITeJIbHbIE HO30JI0TMYeCKUe (POpMBbI,
HMMeEIOIIE OCOOEHHOCTU THUCTOJIOTUYECKOIO CTPOCHUS
W pa3inyusl KJIMHUYECKOTO TeueHUs. YOoenuTeIbHbIM
JIOKA3aTeJIbCTBOM 3TOrO CIIyXaT pe3yJbTaThl IPOBe-
JNEHHBIX B MOCJIEAHUE TOAbl MCCIEeAOBAHUI C UCTIONb-
30BaHMEM MUMMYHOTUCTOXUMUUYECKMX, MOJIEKYISIPHO-
TEHETUYECKHUX METOAOB U KYJIbTUBUPOBAHUS KJIETOK
onyxoJeii in vivo [1, 2].

CapkoMa FOuHra siBisieTcst BTOpoii 1o 4acToTe 3J10-
KAYE€CTBEHHOM OITYyXOJIbI0 KOCTEM ITOCJIE OCTEOr€HHOMN
CapKOMBI y feTeil U moapocTKoB. ExeromHast 3a60Je-
BaeMocTh coctaBisieT 0,6—2,1 Ha 1 MJIH IETCKOro Ha-
cenenus. Capkoma FOuHra vaiie nuarHocTupyercs y
6o0mbHBIX B Bo3pacTe 10—20 net. [Tuk 3a0oyieBaeMOCTH
(57,5%) npuxoauTcs Ha BTOPOE AECATUIETHE XU3HU,
TO €CTh Ha TIeproa PopMUPOBAHUS 1 CO3PEBAHUS CKe-
qera [2]. OTmevaeTcs HEKOTOpoe TipeodIagaHue cpe-
mu il Myxckoro mona (1,5 : 1). IopaxkaroTcst mpak-

THYECKHU BCE OTIEIBI KOCTHOTO cKenera. Hambomee gac-
To capkoma KOuHra jokanusyercs B MIOCKUX KOCTSIX
Taza, pebpax, JomaTKax, JUIEBbIX KOCTSIX yeperna [2],
nraduse IIUMHHBIX TPyOUaThIX KOCTel — OeNpeHHOI!,
6oablIeOepIIoBOM 1 ManobepiioBoii. [TpumepHo y 20—
25% GOJIbHBIX YK€ B MOMEHT YCTAHOBJIEHUS IMAarH03a
OIPEIEISTIOTCS OTHAJeHHbIE MeTacTa3bl — B JIETKUX,
KOCTSIX I KOCTHOM MO3Te.

J71s1 yctaHOBNEHUS BepU(ULIMPOBAHHOTO TUArHO3a
00513aTeIbHBIM SIBJISICTCS IIPOBEICHIE OTKPHITOM (3KC-
LIM3MOHHOI) OMOIICHHU, TTO3BOJISIIONIEH TTOTYIUTh 10-
CTaTOYHOE KOJIMYECTBO PEIPE3eHTATUBHOTO MaTepH-
ajia Jiy1sl OCAeAYIOIIEro ITMCTOJOIMYEeCKOTo U3yYeHMS],
KOTOpOE IIPU HEOOXOMUMOCTH MOXKET OBITh JOITOTHE-
HO pe3yJIbTaTaMi MMMYHOTHCTOXMMHUYECKOTO M MOJIe-
KYJISIPHO-TEHETUYECKOTO aHaIN3a.

BaskHEBIM BCITOMOTaTeIbHBIM METOIOM JUATHOCTUKI
capkoMbl FOuHTa SIBIISETCS LIUTOJIOTMIECKOE UCCIIENO0-
BaHMe Ma3KOB 13 MaTepHalia, ITOJIyIeHHOTO IIPH ITyHK-
LIMOHHOM Ouoricuu. I1pu maHONTUYECKO# OKpacKe OHO
MMO3BOJISIET 00JIee IeTATbHO U3YIUTh IIMTOMOP(OIOTH -
YeCKue U HUTOXUMUYECKHE OCOOEHHOCTH OITyXOJIEBBIX
KJIETOK. B IIMTOIOTHMYeCKMX TIpeTtapaTax 00JIbHEIX cap-
Komoit FOuHra o0b14HO onpeaensieTcst 00JbII0e CKOM-
JICHHUE OMYXOJIEBBIX KJIETOK, PACITOIATAIOIINXCS Pa3po3-
HEHHO J1100 00pa3yIoIIX HeOOIbIINE CKOTUIEHUS WU
KOMIIJIEKCHI B BUIE «IICEBIOPO3ETOK». OIyXOJIeBBIE 3J1e-
MEHTBI JOCTATOYHO MOHOMOP(MHEIE, CPeTHUX U MeJI-
KHUX pa3MepoB. S aepHo-1IUToIIa3MaTnIecKoe OTHOIIIe-
HUe O4YeHb BhICOKOE. S apa okpyrioit (hopMbl pacrnosa-
raloTcs B KJIeTKax LIEHTPaJIbHO, PeXe — SKCIIEHTPUYHO.
Ha cdoHe MenkonucniepcHOM CTPYKTYPHI SIHEPHOTO XpO-
MaTWMHa U3peaKa MOTYT ObITh OOHApPYXXEeHbl HYKJIEO-
JIB1. B yMepeHHO 1 MTHTEeHCUBHO 0a30(IIBHOM ITUTO-
TU1a3Me MHOTIa OTMEYa0TCs MPU3HAKY BaKyOIU3alluu
[3]. BeIpaskeHHBIX TUTOMOP(OIOTUYECKUX Pa3TAIUNIA
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MeXIy KieTkaMu capkombl FOuHra u kinetkamu PNET
He BBIABJIAIOT [2, 3].

[Ipy IUTOXMMUYECKOM UCCIeAOBAHUM YCTAaHOBIIC-
HBI HEKOTOPBIE pa3InuMsl capkombl FOuHTra u apyrux
¢dopM omyxosieit y geTeil U3 ManbIX OKPYIJIBIX CUHUX
KieToK. Tak, B IMTOILIa3Me KJIeTOK omyxonu FOwHra
npu PAS-peakiimyu B GONBIIMHCTBE ClTydaeB OTMeda-
€TCS MHTEHCUBHOE OKpaIllMBaHUE C OTIOXEHUEM KO-
HEYHBIX MPOIYKTOB B BUAC KPYITHBIX I'PaHyJ U OJI0-
KoB. [TomoOHBIE Xe pe3yIbTaThl 3a(PUKCUPOBAHEI IIPH
PAS-peakunu B KileTKax SMOpUOHAILHON pabIoMUI0-
capkoMbl. HartoMHMM, 9TO B KJIeTKaX HEMPOOIaCTOMBI
n muM@oMBI bepkrTTa criopamnmdecKoro THIia MOXHO
Haba0IaTh JUIlb cabyo nTud@y3Hy0 OKpacKy Lu-
TOIIa3MEl. B IUTONIOrMYecKuX TIpelaparax mpu B- u
T-xnetoyHbIx TUMGbOOIACTHBIX TUM(POMaX KOHEYHBIE
npoaykThl PAS-peakiiuu BBISBISIIOT B BUAE MEJIKUX
WX CpeIHETro pa3Mepa rpanyi. Peakmus npu onpene-
JIEHUW aKTUBHOCTH IIIeJIOYHOM hocdarasnl B KiieTKax
capkoMbl fOuHTa, B OTIMYKE OT OCTEOTEHHON capKo-
MbI, OTpHULIATEIbHAs, a aKTUBHOCTb KMCJIOM ¢ocara-
3bI KOJIEOJIETCS OT Cc1abol 10 yMepeHHOM pu auddy3-
HO-TPaHYJISIPHOM OKpallIMBaHUM ITUTOTLJIa3MbI KJIIETOK.
AKTMBHOCTb MUeJIONIepOKCHAa3bl, HadTo1-AS-D-x510-
palieTaTacTepasbl U KUCION Hecreluduieckoi actepa-
3bl B KiIeTKax omnyxojau FOunra u PNET npaktuyecku
HE oMpeaessieTcs. DTU JaHHbIE MOJYYeHbI COTPYIHM-
et Hamiero otaena H.U. I'pedenbHOM Npu M3ydeHUU
KJIETOK ITyHKTATOB OITyXOJIeli U MeTacTa30B B KOCTHOM
Mo3re y 28 geteii ¢ capkoMoii FOunra.

Pe3ynbTaThl MUMMYHOTMCTOXMMUYECKUX UCCIIENOBA-
HUI CBUIETEIbCTBYIOT O BaXKHOM 3HaUYEHUH B IMarHOC-
tuke PNET u capkomMbl KOuHra onpenesaeHus Ha moBepx-
HOCTHBIX MeMOpaHax KJIETOK IiukorpoTenHa p30/32
(CD99) — nponykra reHa MIC2 [4]. KineTku 3TUX oImy-
xoJieii moutu B 100% cityyaeB pearnpoBaid C aHTUTE)IA -
mu 013, HBA71, 12E7 k antureny CD99 [2, 5]. Hecmor-
psI Ha BBICOKYIO CITELIM(DUIHOCTh YKa3aHHBIX aHTUTE]
Kk ki1etkaM PNET u capkombl FOuHra, mojoxurenbHast
peaKIius B BUIE OKpaIIMBaHUS TTOBEPXHOCTHBIX MEMO-
paH KJIETOK MHOTA IPOXOAUT U IIPH APYTUX OITyXOJISIX
(pabmomuocapkome, omyxoiau BumbMmca U 0coO0eHHO
npu T-xieTouHoi muMdo0IacTHOM TMMbOoMe).

IIpakTuuecku y Bcex OOJbHBIX C HOBOOOpa3oBa-
HUSMU ceMeiicTBa capkoMbl KOuHTa otmMeuaercs aud-
dy3HOe MM (hoKaJbHOE OKpallWBaHUE IIUTOTUIA3MBI
OITyXOJICBBIX KJICTOK IIPY BBISIBICHMHM BUMEHTHHA |5,

6]. ITouTu Tak xe yacro B Kiietkax PNET u HeckoabKo
pexe npu capkome KOuHra BEISIBIISIETCS TTOJIOXKUTEb-
Has peaKIs ¢ aHTUTEeIaMU K HepOHCTIe M DUIeCKoit
aHona3e. OmHaKo MOAOOHBIH XX TUTT OKpaIIMBaHUS OT-
MeyaeTcsl U B KJIeTKaxX OOJIbHBIX ¢ HEHpobJacToMon 1
pabnomuocapkoMmoil. K 1onmoJHUTeIbHBIM MapKepaMm,
BBISIBJIEHME KOTOPBIX MOXKET OBITh MCITOJIb30BAHO MPU
nuarHoctuke PNET u capkombl FOuHTa, oTHOCSTCS aH-
tureH CD57 (Leu-7), 6emok S-100, 6enku Heltpodmia-
MEHTOB, CUHANTO(MU3NH, OOHapyxXuBaeMble B 40% ciy-
gaeB. XpOMOTPaHWH BBISIBISICTCS B OITyXOJIEBBIX KJIIETKAX
y 20% ©0nbHBIX, peaKlKs Ha AECMUH U OOIIeIe KO -
TapHbIii aHTUreH (CD45) mpakTruecku BO BCex Ciryda-
SIX OTpUIIATE/IbHAS.

YuuThIBast, YTO OMMH U TOT XK€ aHTUTEH MOXET BbI-
SIBJIATBCS B OMYXOJIIX Pa3HOTO MPOUCXOXICHUS, IS
JIUaTHOCTUKWA HOBOOOpa3oBaHMUII ceMelicTBa capKo-
MBI FOMHTa 11 1X MeTacTa30B B KOCTHOM MO3Te, KaK 1
OCTPBIX TUM(POOIACTHBIX JIEHKO30B U HEXOIXKKUHC-
KHX 3JI0KaUeCTBEHHBIX JTUM®MOM, clIemyeT MPUMEHSITh
MTaHe b U3 CIIeHMAIbHO TTOI00paHHBIX MOHOKJIOHAJb-
HBIX U TTOJIMKJIOHAJIBHBIX aHTUTEN. B ee cocTaB moink-
HBI BXOIUTh aHTUTeNa K aHTureHy CD99, BUMEeHTUHY,
LIUTOKepaTUHaM, OeJKaM HelpoduiiaMeHTOB, OelKy
S-100, HelipoHcnelM(pUYECKO 3HOMa3e, aHTUTeHAM
CD57, CD45, cunantou3nHy, XpOMOTpaHUHY, Je-
CMWHY, MBIIIICYHOMY aKTHUHY U JP.

Takum o6pa3oM, TP UMMYHOIIUTOXUMUIECKOM
HUCClIe0OBaHUU yaaeTcs MpoBecTu nuddepeHuralb-
Hylo nuarHocTukKy capkombl FOunra, PNET u npyrux
ONMM3KUX MO LUTOMOP(POJOTMYECKUM MPU3HAKaM HO-
BooOpa3oBaHuil y Aeteli (Tabiauua).

PabdapommocapkoMa — 3JI0KaueCTBEHHAS OITyXOJIb,
BO3HHMKAMOMIAST M3 IPUMUTUBHBIX ME3eHXUMAJIBHBIX
KJIETOK, KOMMUTHPOBAHHBIX K PA3BUTHIO B IIOTIEPEUHO-
MOJI0CaTYIO MBIIIIEUHYIO TKaHb. ExxeromHast 3aboJieBae-
MOCTb pabaOMHUOCapKOMOI1 cocTaBisieT 4,3 Ha 1 MITH aeT-
ckoro HacesneHus [9]. [Toutu B 70% ciay4yaeB ONMyxob
JIHarHOCTUpYeTcd y neTeit B Bo3pacte 10 10 neT. Otme-
JaeTcs IBa IMUKa 3a00JIeBacMOCTH: TIEPBBIN Y IeTeit 2—
5 JIeT ¥ BTOPOii — B NOAPOCTKOBOM Bo3pacte [9, 10].

PaGnomuocapkoMa — upe3BbIYAiHO arpecCcuBHas
OITyXOJIb C BBICOKOU CTENEHbIO 3J10KaYeCTBEHHOCTH,
CIIOCOOHAs K AMCCEMUHALIUM KaK TUMGBOTeHHBIM, TaK U
remaroreHHbIM rmyteM. [IpumepHo 20% GOBLHBIX ITOCTY-
TArOT B KIIMHUKY YKe TIpY HAJIMInK1 MeTactazoB. Hanbo-

Tabnuua
WMMyHOUMUTOXMMMYECKAs XapaKTepPUCTHUKa ONYXOoNei M3 ManbiX OKPYMbIX KNeTok [5, 7, 8]
Onyxonb Bumen- KI:“;:M- Hesi'lejzglu- Necmun MIC2 | Benok H:;z::z::ﬂ Leu-7 LCA (':rg;auli M)c()?oa-
i S P (cp9g) | s-100 |* (cD57) | (CD45) p
Hbl NamMeHToB 3HONa3sa 3WH HUH A
Capkoma tOuHra + -+ —/+ - + +/— +/— +/— - - —
PNET + — +/— — + +/— + +/— _ +/— —
Pabpomuocapkoma + — + + +/— _ ¥ T — _ _
HelipobnacTtoma —/+ - + — — + + + _ T T
OcteoreHHad capkoma + — - — — +/— — _ _ _ —
XoHgpocapkoma + - - — — +/— — _ _ Z _
Menynnobnacroma +/— — —/+ — _ _ — _ _ - /-
Petntobnactoma — — + — _ _ _ — _ T +
JIumcd06nacTHbI Neitko3 +/— — — — — _ — — + — —
3noka4yecTBeHHas nMuMdoma +/— — - - +/— — — — T — —
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Jiee 4aCcTO MeTacTa3bl OOHAPYKUBAIOT B JIETKUX, TMM(a-
TUYECKHUX y3/1aX, KOCTSIX U KOCTHOM Mo3re [9, 10].

J71s1 ycTaHOBJIEHUSI TUAarHo3a He0oOXoAMMa OTKPBI-
Tast GMOTICHSI C TIOJIyYeHUEM JTOCTATOYHOTO KOJTNYECT-
Ba Marepuaa Juisi IpoBeIeHNSI PyTUHHOTO TMCTOJIOTH -
YEeCKOTO MCCJIeIOBAHNS, UMMYHOTHCTOXMMUYECKOTO 1
MOJIEKYJISIPHO-TeHETUIECKOTO aHanmm3a. JJaHHbIe TOH-
KOUTOJIFHOM MYHKIIMOHHOM OMOTICUY UMEIOT BCITOMO-
raTeJIbHOE 3HaYCHME, TTIO3BOJISIIOT TOYHEE OXapaKTepH-
30BaTh IIUTOMOPMOIIOTNYECKIE, TUTOXUMUICCKIE U
MMMYHO(MDEHOTUITMYECKHUE TTPU3HAKU KIETOK HOBOOO-
pazoBaHusl. BEITTOTHSIOT TakKe OMOTICHIO TTOPaXKEHHBIX
JMMGATUYECKHX Y3JI0B, CTEPHAbHYIO MYHKLIUIO 1 OU-
JlaTepajIbHYI0 TPENaHOOMOTICUIO KOCTHOTO MO3Ia rpe-
OEIIIKOB TTOAB3IOITHON KOCTH.

HuddepeHiranbHas AMarHOCTUKa SMOPHUOHATb-
HOU pabooMMUOCapKOMBI U APYTUX OIyXOJieil M3 Ma-
JIBIX OKPYTJIBIX KJIETOK ¢ 0a30(MIbHON HMUTOIIa3MOit
KpaifHe cjioXHa. BaxHyro pojib urpaeT IIpuMeHEHHE
MMMYHOTHCTOXUMHUYECKHMX METOMIOB C MCIIOIh30BaHM-
€M aHTUTEJ K U3BECTHBIM TMCTOTCHETUICCKIUM MapKe-
paM (BUMEHTUHY, MBIILIEYHOMY aKTUHY, IECMUHY U T.11.)
[7, 11—13]. ITonoxuTenbHast peakuusl ¢ aHTUTETaMU K
BUMEHTUHY IPOXOAUT BO BCEX KJIETKaX IMPU pa3IMUYHBIX
(bopmax padgomuocapkoM. CToJIb XKe HaleXKHBIM Map-
KEPOM CIIY>KUT OTIpeieJIeHUE Pa3TMIHbBIX STTUTOTIOB JIe -
cMmuHa [11]. B 3HaUMTEeIbHOM YMCIE CIy4YaeB B SApax
OITyXOJICBBIX KJICTOK BEISIBJISIIOT IIPOIYKT T'eHA MBIIIICY -
Hoit muddepeHINPOBKU MyoD 1, onyH U3 peryIsiTop-
HBIX 0SJIKOB, KOHTPOIUPYIOMNX Tt GepeHIUPOBKY 1
OIPEAEIISTIOIINX MMMYHO(DEHOTHUIT KJIETOK MBIIICYHOMN
TKaHu [5, 12]. C pa3nu4Hoii 4acTOTO# B KJIeTKaxX pab-
JIOMHOCAPKOMBI OIpenesseTcsl SKCIpPeccusi aHTUreHa
CD99 (npoaykta rena MIC2), anturena CD57, pen-
KO — HelpoHcIelnpUIeCcKoil 3HOIa3bl, CMHANTOMM -
31Ha, XxpoMorpaHnuHa A [12—14]. Dkcnpeccuio aHTUre-
Ha CD44 yanie oTMevYau B KJIETKaX SMOPUOHATBHOMN
pabIOMUOCAPKOMBI MPU OTCYTCTBUM METACTa30B [J].

Me3enxumaibHasi XOHAPOCAPKOMA XapaKTEPU3YETCsT
TTOJIOXUTETHHOM peakiifeil ¢ aHTUTeJIaMi K BUMEHTUHY
n a"HTureny Leu-7 (CD57), B psine cimydaeB — K HEMpPOH-
cnenuduyeckoit sHoma3e. DKcnpeccus 6eaka S-100
OrpaHUYMBAETCS OCTPOBKAMM U3 XOHIpobiaacToB. Llu-
TOKepaTuHbI, JecMuH, cuHanto¢usuH, LCA (CD45)
B KJIETKaX ME3eHXMMAaJIbHOM XOHAPOCApPKOMBI HE OTTpe-
nensitores [12].

JecMomiacTHuecKass ONMyxojb U3 MAJbIX OKPYIJIBIX
KJIETOK COJIEPXUT BUMEHTHH, JECMUH, HeIpoHCIIe-
unduyeckyio aHonasy, anturen Leu-7 (CD57), Ge-
sok S-100, mUTOKepaTHHBI, MBIIICYHOCTICIIN(pIIEC-
Kuii akTuH. [1py *MMYyHOITUTOXMMUIECKOM BEISIBICHUH
p30/32 u LCA (CD45) ki1eTK# He OKpalliBaloTCs.
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IMMUNOCYTOCHEMICAL DIAGNOSTICS
OF SMALL ROUND CELL SARCOMAS

L.M. Sklyarenko, D.F. Gluzman, V.A. Nadgornaya,
T.S. Ivanovskaya, S.V. Koval, L.Y. Poludnenko,
G.I. Klimnyuk, O.V. Balitskaya

Summary. The paper provides evidence of the advan-
tages of immunocytochemistry as an approach to de-
fine the nature of small round cell tumors in children
that cannot be identified based on cytomorphologic fea-
tures alone.

Key Words: small round cell tumors,
immunocytochemistry, diagnostics.
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