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HexoaxKknHckne nnumeoomsbl coctasisoT 11-15% Bcex remo61acTo30B AETCKOro BO3pacTta, BO3HUKaLMX u3 B- n T-Kie-
TOYHbIX JIMHWMNA. HEXOMKKUHCKME TIMMPOMbI M3 ANDOEPEHLIMPOBaHHbIX B K1€TOK — Hanbos1ee 4acTo BCTPEYarlLmMecss HO30/10-
rmyeckne Gopmbl IMMGOM y AeTen, APKUM U Hanbosiee pacrnpoCcTpaHeHHbIM NpeAcTaBuTeeM KOTOPbIX ABSETCS JMMpoma
bepkutra. lNMponngepatuBHbIN NOTEHLMaA 601€3HU — OAMNH N3 CaMblX BbICOKMX B JETCKOHM OHKOJIOMMU: NOTEHLMAIbHOE Bpe-
M1 YABOEHMS OMyX0J€BOH MaccChl MOXKET coCcTaB/isiTb 12 4. Jiumpoma bepkutra otimyaeTcsi MHOroo6pa3HbIMU CUCTEMHbLIMM
nposiBaeHnsamn. 310 06CTOATENbCTBO AUKTYET HEOBXOAMMOCTb MOCTOSIHHOM OHKOJIOTMYECKOM HaCTOPOXKEHHOCTH y Bpadven
Pas3/INYHbIX CrieUnasbHOCTEN, a TaKKe OrnpeaeeHne YETKON 1 6bICTPOM ANarHOCTUYECKOM U TepaneBTUHECKON TaKTUKN JET-
CKOro OHKoJiora/rematosiora. B ctatee npegcraBieHO onucaHme ABYX KIMHUYECKMX HabogeHun B-kneTtoqyHou mmpombl
GepkntTa y feten pa3Horo Bo3pacra U MHULMaabHOro cratyca.

KnroyeBblie cnoBa: 46T, HEXOAKKMHCKNE INMMOOMbI, IMM@PoMa bepKUTTa, KITIMHUYECKUE NMPOSIBIEHUS.
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BBEAEHUE

HexoaXKMHCKne nuMmdoMbl AETCKONO BO3pacTa OTHO-
CATCS K BbICOKO3/I0Ka4Y€CTBEHHbIM OMyX0/iiM, OHTOr€HEeTH-
YECKM MPOUCXOAALLMMMN N3 NTMMOOUAHBIX KNETOK NMOCTKOCT-
HOMOS3roBbIX cTagun anddepeHumpoBku [1]. CornacHo
KnaccuduKauum onyxosen KpoBeTBOPHOW M numMdoua-
HOM TKaHW BceMWpHOW opraHM3auun 34paBOoOXpPaHEeHUs
(2008), HEXOMKKMHCKME numdOMbl nogpasaenstoT Ha B-
n T/NK-kneTtoyHble [2]. Hanbonee pacnpocTpaHeHHOM
M3 JaHHOM rpynnbl AMMPOM y aeTen sBnserca numoo-
Ma/nenko3 bepkuTTa, Mmelouwas YEeTKYlD MMMYHOTrMCTO-
XMUMUYECKYIO M LIMTOTEHETUYECKYID KapTuHy. Jlumdboma
bepkutta (JIB) — Hambonee arpeccuBHasa B-kneto4yHas
OMyxofb [EeTCKOro BO3pacTa, reHepann3oBaHHoOW ¢op-

E.A. Ryabova, N.B. Yudina

MOM KOTOpoW aBnseTcd B-KNeToyHbln OCTpbin NUMEO-
6nacTHbIM nenKkos (Ly-Mopdonornyeckunin sBapmaHT no FAB-
KnaccuduKkauun u Knaccudbukauuun S.B. Murphy — npu
HalMYUKU NOParKEHUA KOCTHOIO MO3ra 611aCTHbIMU KNeTKa-
Mu 6onee 25%) [3, 4].

Oco6yto rpynny 60/bHbIX, UMeloWnx 6osee BbICOKUM
pUCK 3aboneBaemocTtu J1b, cocTaBnaoT AETU C NEPBUYHBI-
MU UMMYHOAEDULMTHbIMK cocTosHUAMK (MTN[) — aTaKcu-
en-TeneaHrnakTasmemn, arammarnodynnuHemuen [3, 5]. etwm,
cTpagaowme MU, nmeoT pa3HoobpasHble MPOosiBAEHUSA
N1B, B T.4. Mackupyemble MHPEKLUMOHHLIMU OCIIOKHEHU-
AMU. [JeTCKne WMMMYHONOrU, UHOEKLMOHUCTLI, HEBPOJIO-
rM, HabnlojalolWme Takux NauueHToB, MOTYT TpaKToBaTb
«HeOoObl4HYO» CUMMNTOMaTUKY NposiBAeHUEM UMMYyHoLebU-
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KnuHun4yecKoe Ha6GnogeHue

uMTa. B Takux cnyyvasx AETCKMM OHKOMNOI MOXET OKa3aTbCH
«MocneHMM» CMneLnanucToM, OKa3blBalOWMUM crneuuannau-
poBaHHyto NoMolLb nauneHTy ¢ MU,

B KayecTBe npumepa NpMBOAUM ONUCAHMUE COBCTBEHHbIX
KNMHUYECKMX HabntogeHun J1b y neten pasnmMyHoro Bo3pac-
Ta C PasnnyHbIM UHULMANBbHbIM GOHOM.

K/IMHUYECKHUHA C/TYYAH 1

BonbHou B., 15 net. Bnepsble rocnnMtann3mpoBaH B OHKO-
remMartosiormyecKkoe otaeneHvne BopoHercKkon o6n1acTHOM aet-
CKOW KIMHKU4YecKor 6onbHULbI N2 1 B anpene 2015 r. ¢ »ano-
6amu Ha 60/b B 06/1aCTV BEPXHEW YENOCTH, CNaboCTb, MOAbEM
Temnepatypbl Tena ao ebpunbHbIX Lndp, Xpan BO CHE.

AHaMHe3 XW3HW U pa3BUTUA — 06e3 0COBEHHOCTEMN.
B mapte 2015 r. poautenn obpatuin BHUMaHWE Ha yBe-
iMyeHne WwenHoro numdaTnyecKoro ysna crnpasa, B CBS-
31U C 4eM pebeHOK Oblal NMPOKOHCYNbTMPOBAH Yy4aCTKOBbLIM
neanaTtpoMm, nonyvyan aHTMbGaKkTepuanbHylo Tepanuio, 6e3
NONOXNUTENbHOM AMHAaMUKKU. HYepe3 1 Mec NOSIBUINCH Kano-
Obl Ha 601b B 061aCTU BEPXHEW YENOCTHU, FOCNUTaNIn3unpo-
BaH B OTAE/IEHWE YENIOCTHO-IMLLEBON XMPYPrMM 06aacTHO-
ro AETCKOro XMpypruyeckoro craluoHapa, rae nposefeHa
caHauus ¥ peBu3nsa POTOBOM MONOCTH, BbiIBIEHA OMyXO/b,
C OMarHoCTMYEecKoW Lenbio npoBedeHa 6uoncuss HOBOOG-
pa3oBaHus.

MicTonornyeckoe uccnepgosaHue (ot 29.04.2015 r.):
B 6uonTaTte onpeaenstoTcs dbparMeHTbl CONMAHOM OMyxonu
6e3 Kancynbl. Heonnactnyeckas TKaHb COCTOMT M3 Nonen
OTHOCUTENbHO MOHOMOP®HbLIX KIETOK CpeaHero pasmepa
C BbICOKMM $€PHO-LMUTONIa3MaTUYECKUM COOTHOLLIEHUEM.
LluTonornyeckne xapakKTEPUCTUKM KNETOK COOTBETCTBYIOT
LeHTPO- U MMMyHOGnacTam. Kpome Toro, B onyxonun And-
$y3HO pa3bpocaHbl TMCTUOLMTBI C ONTUYECKOW MYCTON LUTO-
naas3mom, YTo CO34aeT TUMUYHYIO TMCTONTIOTMYECKYIO KapTUHY
«3BeHOro Heba» (puc. 1). OTMevaeTcss KpanHe BbiCOKast
MUTOTUYECKAs aKTUBHOCTb.

UmMMyHOrMctoxumuyecKkoe uccaegosaHue (oT
07.05.2015 r.): KNeTKM OMNyxosih MO3UTUBHbLI K aHTUTeNam
CD20, CD38, CD10, bcl-6, IgM, HGAL, oTp1uaTenbHble peak-
umu ¢ antutenamu CD2, LM0O2, CD19, CD22, TdT, bcl2. Mpo-
nubepaTtuBHas aKTMBHOCTb MO YPOBHIO 3Kcnpeccun Ki-67
coctaBnseT 100%. 3aknoyeHune: numboma bepkutra.

MepBuyHbIA ocmoTp (0T 30.04.2015 r.): B OHKOremaTo-
JIOTMYECKOM OTAENIEHUM COCTOsAHNE pebeHKa pacLIEHEHO KaK
TSKenoe 3a CYeT CMMMTOMOB MHTOKCMKaumu. Mpu oueHKe
OM3MYECKOro Pa3BUTMS BbiBNIEHA NOTeps B Bece Ha 4 Kr
3a nocnegHue 2 mec. B o6nactv BOIOCUCTOM YacTU FOMOBHI,
nepegHen MNOBEpPXHOCTU TPYAHON KIETKM — MHOMXKECTBEH-
Hble MOAKOXHble 06pPa30BaHMs, BbICTyNatoLWme Haj YPOBHEM
KOXXM, pasmepamu go 0,5X0,5 cm. Mpu ocmoTpe noniocTu
pTa B 06nactu yaaneHHoro 3yb6a 2.6 — HOBOOGpa3o0Ba-
HWE CNN3UCTOM 0600YKHU
pa3MepoM OKofio 1 cwm,
cnpaBa MWUHAANMHA BbICTY-
naet 3a CpeaHo JIMHUIO.
CnpaBa nNo nepeaHen
NOBEPXHOCTK Len B BepX-
Hen ee TpeTw NanbnupyeTcs
numbaTtnyeckumn ysen, 6es-
60/1€3HEHHbIN, pasMepamu
no 4,5%X3,5 cm. [bixaHue
yeped HOC 3aTpyAHEHO,
Bblpa)keHa rHycaBOCTb

Puc. 1. uctonornyeckas
KapTuHa 6uonTaTta npu iumdpome
BbepKkuTTa: KapTMHa «3Be34H0ro
Heb6a»

ronoca. [lbixaHue B Ierkux Be3nKynspHoe, HapyLeHWin reMo-
OMHAMWKK HeT. [enatocnneHomeranuu Het. CTyn, modeucny-
CKaHue 6e3 NaToNoruu.

[lononHuTenbHoe o6cnepoBaHue

°* B K/IMHWYECKOM aHanu3e KpoBu: remornobuH 140 r/n
(Hopma 125-155), aputpouutsl 4,56X1012/n (Hopma
3,80-5,40), nenkouunThbl 14,3><109/n (Hopma 4,0-10,0),
HenTpodunbl 63,7% (Hopma 45,0-65,0), nAMmdouunTbl
21,3% (Hopma 25,0-45,0), MmoHouMTbl 13% (Hopma 2,0—
10,0), so3uHoduabl 0,3% (Hopma 0,0-5,0), 6a3odunbl
1,7% (Hopma 0,0-2,0), CKOpPOCTb OCEAAHNS 3PUTPOLMTOB
22 MM/Y (Hopma 5-15), TpomMGoLuTbl 125X10°/n (Hop-
ma 150-400).

e B 6GMOXMMWYECKOM aHanu3e KPOBMW: NaKTataernaporeHa-
3a 790 Ea/n (Hopma 110-240), C-peaKTUBHbIN 6en0K
65 mr/n (Hopma 0,0-5,0), dnubpuHoreH 537 mr% (Hopma
180-350).

e O6LWMIM aHann3 Mo4Mn 6e3 NaToNOrMYEeCKNUX UBMEHEHUN.

e WccnepgoBaHue NMKBOpa — 6€3 NaToNOrMYECKUX N3Me-
HEHWUN.

e B muenorpamme n3 3 TOYEK BbiiBIeHa MOHOMOpPdHas
nonynsauMs 6nactHbiX Knetok (97%) ¢ mopdonoruye-
CKMMM NMpU3HaKaMn aAnddepeHUMpoBKN TMMPONIHOM
nmHun (L no FAB-knaccuduKkaumu), POCTKU HOP-
ManbHOr0O KOCTHOMO3IOBOIro KPOBETBOPEHUS peayLu-
poBaHbl.

Pe3ynbratbl BU3yaiu3upyloumMx veTtoaoB
uccnepgoBaHusa

e MarHuTtHo-pe3oHaHcHaa ToMorpadusa (MPT) MArKKX TKa-
HEN ronoBbl, FONOBHOrO MO3ra, MSAMKMX TKaHEeW Lew,
ropTaHM C KOHTpacTMpOBaHMEM MO3BONMIA BbIABUTb
npM3Hakn OOGbEMHbIX 06pa30oBaHUM B 061aCTU BEpPX-
HEYeNtoCTHOM KOCTU C pacnpocTpaHEHUEM B BeEpXHeye-
NIOCTHbIE NMasyxu, B 06/1aCTb BUCOYHbIX KOCTEN C 06emnx
CTOpPOH. OBHapy»XeHbl NOAKOXKHbIE 06pa30BaHNA B npa-
BOW JIOGHOM 1 IeBOM TEMEHHOW Aone. MMenucb NpU3HaKku
BapuaHTa aHomanuu [eHan—Yokepa, MKBOPOANUHAMMU-
YECKUX HapyLIEHWUN.

e PeHTreHonorvyeckas KomnbloTepHasa ToMorpadus yepe-
na ¢ KOHTpacTMpOBaHWEM fAana BO3MOXHOCTb OOGHapy-
WUTb AECTPYKTUBHbIE WU3MEHEHWS 3aTblIOYHOW KOCTU
crnpaBa, BEpXHEeN 4entoCcTu crieBa, CTEHOK BEpPXHEeYentocT-
HbIX Na3yX, MArKOTKaHHble 06pa30BaHUA MOTKK CrpaBa,
BEPXHEYESNIOCTHbIX Na3yX, MHOXECTBEHHbIE MSAMKOTKaH-
Hble MoAanoHEeBPOTUYECKME 06Pa30BaHUS.

e PeHTreHonorMyeckas KomnbloTepHasa ToMmorpadus opra-
HOB GPIOLLIHOM NOMAOCTM U 3aBPIOLLIMHHOIO NPOCTPaHCcTBa
C KOHTpacTMpOBaHMEM MPOAEMOHCTPUpPOBaAia MHOMKe-
CTBEHHble 04aroBble 06pa30BaHMs MEYEHU WU MOYEK;
nMmdaTnyeckune yssbl 6PIOLWHON MOJOCTU U 3a0pPIOLMH-
HOr0 NPOCTPAHCTBA HE YBENMYEHDI.

e [103UTPOHHO-IMUCCUOHHAsA Tomorpadus, npoBeaeHHas
no CTaHAAPTHOM NPOrpaMme ¢ paMOaKTUBHOM MIOKO30M,
BbIiBM/Ia aKTUBHbIE O4Yaru HaKomniaeHus pagnodapmnpe-
napaTtoB CeayloLnX 30HaxX: B BEPXHEYENOCTHbIX Nadyxax
M MSAMKMX TKaHAX MOABMCOYHbLIX SIMOK C [BYX CTOPOH,
B LLEYHOW o6nacTu cnesa, pPOTOrNoOTKE, NMMMdaTUYECKMX
y3nax wewu ll-Ill ypoBHen cnpaBa, 6GPOHXOMYNbMOHab-
HOM NUMdaTU4ecKoM y3ne crnpaBa. O6Hapy>KeHbl MHO-
)KECTBEHHbIE OYaru B MeYeHU, ceneseHKke, Novkax, noja-
KenynoyHOW Xenese, })enyaxke, KOCTHOM Mo3re (puc. 2).



Ha ocHoBaHWMM MOAYYEHHbIX AAHHbIX Gbln YCTAHOBMEH
AnarHos: Jlumepoma/nenkos bepkutra, IV ctagua. Rs-rpynna
pucKka. lepuog pasBepHYTbIX KIMHUYECKUX MPOSBAEHUM».
HavyaTta (08.05.2015 r.) nporpammHas xumuoTepanus
cornacHo npoTokony neveHuns B-HX/1-2004M. Pemuccus
No KOCTHOMY MO3ry (Ha OCHOBaHMW NPOBEAEHHOr0 Uccneno-
BaHMA KOCTHOro mo3dra ot 22.05.2015 r. HeguddepeHumpo-
BaHHble 61acTHblE KNEeTKK cocTaBunun 2,8%), Mo AaHHbIM NO-
HOro GM3nKaNbHOro o6¢cnefoBaHns (YMEHbLIEHWE PAa3MeEPOB
MSAFKOTKaHHbIX 06 bEMHbIX 06pa30BaHNi B 06/1aCTM FONI0BbI
1 wen 6onee 4yem Ha 50%, HOpManM3aLUus aKTUBHOCTHU NlaK-
TatgerngporeHassbl [1]) aMarHoctupoBaHa Ha 15-e cyT Tepa-
nun. Ha MoOMeHT HanucaHus ctatbn (25.09.2015 r.) naymeHT
NPOAOSIKAET NonyyaTb NeveHue.

KNMHUYECKUIA CNYYAR 2

BonbHoM B., 10 net. Bnepsble rocnutanaM3MpoBaH B OHKO-
remMaTtosiormyeckoe oTaeneHme xummnotepanmm BopoHexcKon
06/1aCTHON [IETCKOM KIMHUYEecKon G6onbHULbl N2 1 B AeKa-
6pe 2013 .

N3 aHamMHe3a KM3HW M3BECTHO, YTO B CBA3W C 3ajepi-
KOW MCUXOPEYEeBOro pas3BuUTUS, MporpeccupytoLier cnaboctu
B pyKax W Horax, MOsIBNEHUS LIATKOCTW NMOXOAKM B NATUNET-
Hem Bo3pacTe Obll MPOKOHCY/NLTUPOBAH FEHETUKOM, AMa-
FHOCTUPOBAHa aTaKCUSA-TENleaHIMIKTa3us, B CBA3KM C YEM
NOCTOSIHHO HaboAancs HEBPONOroM. UMMYHOIOrOM HE KOH-
cynbTMpoBaH. B Havyane Hoabpa 2013 r. Mama o6Hapy*una
y pebeHKa 06beMHoe o6pa3oBaHue B LLEeYHOoM obnacTu cne-
Ba, N0 NOBO/Y Yero oH 6bla rocnUTanM3npoBaH B OTAENEHNE
YeJOCTHO-IMLEBOM XMPYPrMK 061acTHOrO AETCKOrO XMPYpPru-
4ecKoro ctaumoHapa r. BopoHexa, roe 14.11.2013 r. npouns-
BeAEHO onepaTMBHOE yaaneHne onyxonu.

McTonoruyecKkoe uccnepgoBaHue (3aKnl4eHue OT
18.11.2013 r.): Np¥ MMKPOCKOMUYECKOM MCCNeaoBaHUM
Hapsay C pe3uayanbHbIMWM CTPYKTYpaMu CIOHHOW Kene-
3bl ONpeaenstoTcs Noas AECTPYMPYIOLLEN Kenesdy CoNnaHON
BbICOKOK/IETOYHOM OMyX0NneBoM TKaHu. [locneaHss noctpoe-
Ha M3 cpefHero U KpymHoro pasmepa KNeToK ¢ He6obWnM
KonnyectBomM aMbuduibHOM LmTonnasmMbl 1 6a30duibHbIMK
OKPYINbIMU SApamu.

UMmMyHOructoxummyeckoe uccnepgosaHue (ot
18.11.2013 r.): 3KCnNpeccus HeonaacTUYECKUMU IleMeHTa-
mn CD20, CD 79a, BCLG, CD10. Peakums ¢ aHTU-NaHLUMTOKe-
patuHom (AE1/AE3) nonyyeHa B pe3ugyasbHbIX CTPYKTypax
wenesbl. Ikenpeccua BCL2, CD2, CD3 onpeaensieTcs B MHO-
FOYMUCNEHHBIX 3IEMEHTAX PEAKTUBHOMO T-KNIETOYHOro ¢oHa.
HeratuBHbin pedynbtat ¢ aHTU-TdT. [lponndepaTtuBHbIn
nHaekc no Ki-67 He meHee 90%. 3aknio4veHue: KapTuHa
nMmoombl bepkutra.

MepBuyHbIK ocmoTp (o1 01.12.2013 r.): Nnpu ocmoTpe
B OHKOremMaTofliorM4eCcKoOM OTAENEHUU CUMMNTOMbl WMHTOK-
CUMKaLMK He BblpaeHbl. Ha Koxe rpygHON KNETKM, KUBO-
Ta, KOHEYHOCTAX — MHOXECTBEHHblE MUIMEHTUPOBAHHbIE
TeNeaHrMaKTasunu, NanuaiomMbl Ha KUCTSAX, CTONax, KONeHsXx;
Ha KOHbBIOHKTUBE — GUHOKYNAPHO YMEPEHHO BblpaXKEeHHbIEe
TeneaHrMaktasuun. B weyHon obnactu cneBa nanbnupyert-
ca o6bemMHoe o6pa3oBaHMe MIOTHO3NACTUYECKOW KOHCU-
cTeHuun pasmepamu 2,5X3,0 cMm. lNepudepnyeckne num-
daTnyeckne ysnbl He yBeNM4YeHbl. lenaTtocnieHomeranum
HeT. HeBponornyeckass KapTMHa XapaKTepHa [Ans aTaK-
CUU-TENeaHTMaKTa3nmn: pa3BuTMEe pebeHKa COOTBETCTBYET
5-6 rogam, nosiokeHue pebeHKa B WHBaNIWAHOM Kpecne
BbIHYX/[EHHOEe 3a CYeT OTCYTCTBUS ABWUraTeflbHOW aKTWB-

Puc. 2. MNMpusHaku numdonponnbepatmBHOro 3aboneBaHus

C MOpaXKEHNeM BEPXHEYEIOCTHbIX Na3yx U MATKUX TKaHew
MOABUCOYHBIX AMOK W LLEYHON 061acT cnesa, POTOMOTKU

1 numbaTnyecknx y3nos wewn lI-Ill ypoBHen cnpaBsa,
6POHXONYNbMOHANBHOIO IMMdATUYECKOro y3na crnpasa,

C MOpaXKEHNeM NeYeHU, CeneseHKu, NoYveK, MOMKENYLO0YHOM XKenesbl,
YKenyaKa, KOCTHOro Mo3ra (CTpenku). PeaynstaTbl NO3UTPOHHO-
3MMUCCUOHHOMN Y KOMMbIOTEPHOM TOMOrpadum

lMpnmevaHme. O4aru naTonornyeckom runepdukcalmm
18F-bTOPAE30KCUIIIOKO3bI (CBETALLMECS 06/1aCTN) OBGHaAPYXKEHbI
B BEPXHEYENIOCTHbIX NMa3yxax, MArKMUX TKaHAX MOABUCOYHbIX AMOK,
Le4yHom o6nact cnesa, PoTOrNoTKe, TMMbAaTUYECKUX y3nax LWen
cnpaBa, B 6POHXOMYIbMOHAIbHOM TMMbATUYECKOM y3/ie cnpaBa.
3aduKcupoBaHa cneunduyeckas metabonmyeckas akTUBHOCTb
B TKaHW NeYeHu, ceneseHke, NovKax, NnoaxenyaoyHow xenese,

B KOCTHOM MO3re.

HOCTU B HUXHUX KOHEYHOCTAX, BblPparKeHHaa aTaKCcua Mnpu
nonbITKe BCTaTb.

[JononHutenbHoe o6cnepoBaHue

e B KIMHMYECKOM aHanu3e KpoBW: remornobuH 134 r/n,
apuTpounThl 4,68 x10%2/n, neikouutsl 8,9%x109%/n,
MOHOUMNTbI 8,6%, HenTpodunbl 48,5%, 303MHOPUNbLI
3,0%, numoounTtbl 39,1%, 6a3odunbl 0,8%, TPOMOOLUTHI
567><109/n, CKOPOCTb OCEeAjaHUs 3PUTPOLIUTOB 7 MM /Y.

e B 6MOXMMMYECKOM aHann3e KPoBU: aKTMBHOCTb NlaKTaT-
gerngporeHasbl nosbieHa Ao 650 Epg/n, octanbHble
napamMmeTpbl B nNpeaenax Hopmbl.

e  O6WMK aHaNM3 Mo4YM 6e3 NaTONOrMYECKNUX UBMEHEHUN.

* lccneaoBaHue NMMKBopa — 6€3 NaToNorMyecKmMx U3MEHEHNUI.

e B muenorpaMmme: KOCTHbIM MO3r 6edeH KIETOYHbIMKU ane-
MEeHTaMW; 0TMeYaeTcs YrHETEHUE IPUTPOUIHOMO U MeraKa-
PUOLIMTAPHOr0 POCTKA; aTUMMUYHbIE KNTETKW HE 06HaPYKEHbI.

Pe3ynbTatbl BU3yaiu3upylowmx veTtoaos
uccnefoBaHus

e MPT ronoBHOro Mo3ra, MArknx TKaHewm nunLa 1 e ¢ KOH-
TPacTUPOBaAHUEM: NPU3HAKU BblparKEHHbIX aTPODUYECKMX
M3MEHEHNN MO3XKe4YKa; 3 06beMHbIX 06pa3oBaHUA Mar-
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Puc. 3. 06beMHble
o6pasoBaHus (OTMEYEHbI
CTpefikaMu) B BEPXHEW YENIOCTH
cneBa ¢ npopacTaHWeM B NIEBYIO
BEPXHEYENOCTHYIO Nasdyxy

Puc. 4. 06bemHoe 06pa3oBaHue
(cTpenka) B Wwe4Hom obnactu
cnesa

KUX TKAHEW NnUa M LWen B CTPYKTYpe BEPXHEW YentocTu

cneBa C NpopacTaHMEM B JIEBYIO BEPXHEYEIOCTHYIO Nasy-

Xy (puc. 3), B LWeYHon obnacTth cnesa (puc. 4) u B npaBown

[one WMToBUAHOM Xenesbl (puc. 5); oyaroBoe obpa3oBa-

HWe B NpaBoK NosioBMHe Tena no3soHka CVII;

e MPT opraHoB 6piOLIHON MOSIOCTHU, 3A0OPIOLWMHHOIO MpPo-
CTpaHCTBa, C 3aXBaTOM OPraHoOB rPYAHOMN NMONOCTU C KOH-
TpacTMpoBaHUEM: MPU3HAKM O06BLEMHOro 06pa3oBaHuA
B 3a6POWMHHOM NPOCTPAHCTBE ClieBa C NpopacTaHuem
B XBOCT MOAXENYAOYHOW }enesbl (pUc. 6); Menkoe o06b-
eMHoe 06pa3oBaHWe B 3a6pPOLIMHHOM MPOCTPaAHCTBE
cnpaBa; 06beMHOe o6pa3oBaHWe B TPYAHOW MOJSIOCTU
cnpaBa; o4aroBoe ob6pa3oBaHWe B MpaBoOW MOMOBUHE
Tena no3BoHKa Thy.

Ha ocHoBaHWW BbllWenpeacTaBNeHHbIX AaHHbIX Kau-
HU4YecKkoro obcnegoBaHus pebeHKy NOCTaBfieH AMarHos3:
Jiumboma bepkutra, IV ctagua, R3-rpynna pucka. N4 —
aTaKkcus-TeneaHrnakTasus». Havata tepanmsa (12.12.2013r.)
cornacHo npotokony B-HXJ/1-2004M ¢ puTyKCMMa6oM.
JleyeHne nepeHocun KpamHe TAXKENOo, C BbipaXeHHOM U Npo-
LOMKUTENIbHON MUeNocynpeccuen, HeoLHOKPaTHbIM pas-
BUTUEM TAXKENOro 6aKTepuanbHO-rpubKoBoOro cencuca. MNpu
KOHTPOJIbHOM BM3yanu3auun (MPT o6nacten nopaxeHus)
nocne BTOPOro 6/10Ka XMMMOTEPANMU OTMEYEHO Hanuyue
OCTaTO4YHOM Onyxonu. HecmoTpsi Ha MacCMBHOE COMpPOBO-
OWTeNnbHOE ne4vyeHue (CUCcTeMHass aHTUBMOTMKOoTepanus,
CUCTEMHbIE aHTUMUKOTUKM, BHYTPUBEHHOE BBEAEHUE UMMY-
HOrnoGynuHa), pebeHoK ymep OT MHOEKLMOHHbLIX OCOXHE-
HWW nocne NPoBeAeHUs TPeTbero 610Ka XMMUOTEPanuu.

OBCYXAEHME

JIb 6bina BnepBble onucaHa xupyprom Denis Burkitt
B 1958 . B YraHfe y AeTein C Onyxo/blo JIMLEeBOro ckeneta
[1, 6]. 3nokayecTBeHHON NMMdOMa Gblna Npu3HaHa B 1962 T.
amepuKkaHckum ructonorom O'Conor [6]. B HacTosee Bpems
onuncaHo 2 BapuaHTa 60/1e3HU: 3HAEMHUYecKasa popma, B 95%
clly4yaeB accouMnpoBaHHaa c BUMpycoM JnwTtelHa—bapp
(pacnpocTpaHeHa B 3KBaTopuanbHon AdpuKe), 1 cnopaau-
yeckas ¢opma, natoreHe3 KOTOPOM MOMKeT OblTb CBS3aH
Cc BUpycom InuwTtenHa—bapp, KoTopbih B3anmMoaencTsyet
C peuentopom, pacrnonaralwmmcs B MemMOpaHHOM 4acTu
B numdouuTta, 4TO0 NpoBOUMPYET 3anycK nepBoHayasbHOM
NO/IMKNOHANIbHON MUTOFEHHOM CTUMYNALMU, @ TAKIKE C TUMKUY-
HbIMM XPOMOCOMHbIMM aHoManuamu t (8; 14) (q24; q32),
t(2; 8) (p12; q24), nnn t (8; 22) (g24; q11), BbicoKOH dpaK-
unen nponnubepupyowmnx KNeTok, NpuBoasLEN K NEPBUYHO
reHepannM3oBaHHOMY NPOLECCY, CTPEMUTENbHON MPOrpeccum
3aboneBaHus. AHTUTENa K Bupycy AnwTenHa—bapp o6Hapy-

Puc. 5. O6bemHoe
obpasoBaHue (CTpenKa)
LMTOBUAHON enesbl

Puc. 6. 06bemMHble 06pa3oBaHma
(cTpenku) 3abpIOLLMHHOIO
npocTpaHcTBa

uBatoTy 20—-30% 605bHbIX JIB, 4TO cBA3aHO € 06LWen UMMY-
HOCyrnpeccuen y aton rpynnbl NnauneHtToB. 3ab6oeBaemMocCTb
aHaemunyeckon JIb peten B Bo3pacTe mnagwe 16 net peru-
cTpupytoT ¢ Yactotor 10 Ha 100 TbiC. AETCKOro HaceneHus,
cnopaaundeckon popmont — 0,2 Ha 100 Thic. [6].

Mopdonormnyeckmun cybetpat JIb coctaBnser MOHO-
TOHHas nonynauusa GnacTHbIX KNETOK cpefHero pasmepa
C HacbllEHHbIM PUCYHKOM XPOMaTWHa, BbICOKUM SAEPHO-
uMTonna3maTMyecKMm CcooTHoweHneM. MakpodaranbHbin
darounTos anMMUHUpPYET aAepuBaTbl anonto3a vmdobna-
CTOB, 4YTO MOPQONOrMYEeCcKM MpPeacTaBIeHO XapaKTepHOM
KapTMHOW «3Be3gHOro Heba» (starry sky): B rucronoruye-
CKOM npenapaTe BbigBASeTCqd AUDPY3HbIM POCT MOHO-
MOP®HbIX CPEAHUX KETOK OMHAKOBOro pa3mepa n GopMbl
C OKPYI/bIM UK OBafIbHbIM S4POM, MO pasmepy NpeBbILLato-
WMM 94P0 Manoro nuMmooumTa. B aape — MHOXKECTBEHHblE
6a30dubHblE HYKNEOSbl. XapaKTepHbl MHOMOYMCIEHHbIE
MUTO3bl. [IpU MMMYHOTMCTOXMMUYECKOM UCCNEeLOBaHUM
onyxoneBble Knetkn CD20+ MOHOMOPPHO 3IKCMpeccupy-
0T MapKepbl donnnkynsapHon auddepeHunposkmn CD10+,
BCL-6+, koakcnpeccupytoT CD43+. O6s3aTeNbHbIM 3ne-
MEHTOM SIBNSIETCHA HaMM4ymne NOBEPXHOCTHOrO MMMYHOI006Y-
nvHa M. MponvdepaTnBHbIM Nyn N0 3KCMPeccun Mapkepa
Ki-67 pocturaetr 95-100%, 4To NposiBASETCs 3KCTPeEMasib-
HO ObICTPbIM POCTOM onyxonu [2, 5].

KnuHUyecKkre nposiBieHns onyxoneBoro npouecca BeCb-
Ma BapuabesibHbl U1 BO MHOrOM 06YCNOBfi€Hbl NpenmyLlle-
CTBEHHOM JIOKanu3aunen u maccow onyxonu. Tak, J1b asnset-
€Sl O4HOM M3 YacTbIX NPUYNUH BOSHUKHOBEHUS CUMITOMATUKK
«OCTPOro WBOTa» BCNEACTBME KULIEYHOM HEMPOXOAUMOCTH,
OCTPOro anneHauuuTa, Kenyao4yHO-KULLEYHOro KpoBoTeye-
HUA MAM OMyxoneBon nepdopaLun OpraHoOB KeNyao4HO-
KMLEYHOro TpaKTa, B CBA3M C YEM OMyx0Jib JOCTAaTOYHO YaCTo
OWarHoCTUPYIOT MHTpaonepauuoHHo [1]. lMpu caaBneHuu
OMNyX0NEBbIM KOHITIOMEPATOM MOYEBbLIBOAALMX MyTEN BO3-
MOXHO pa3BuTME rnapoHedpo3a M NOCTPEHabHON aHypun
[7]. KnuHnyeckasa KapTuHa JIb TaKKe MOXeT xapaKTepu-
30BaTbCA MOPaAXKEHWEM KOCTEN NULIEBOr0 CKeneta: Bepx-
HEN W/UNN HUXKHEN YENOCTU, OpOUTLI, NPUAATOYHbBIX Na3yx
Hoca [6]. BoBnevyeHue MArKMX TKAHEW nuLa, POTOMNOTKM
(BanbaenepoBa Konblia), HOCOMMOTKU NPUBOAMT NauueHTa
K OTOPWMHON@PUHIONOTY WMAM YEeNOCTHO-TMLEBOMY XUPYPTY
[1]. BO3MOXHO TaKe nopaxeHue WUTOBULHOW, CIIOHHBIX,
NMoJIOBbIX Xenes, NMMdaTUYeCKMX y3/10B, KOXM U MOLKOXKHOM
KneTyaTkum [2].

[opaxeHne UeHTpanbHOM HEPBHOM CUCTEMbl BKJIKOYa-
eT MHOUNLTPALMIO MO3roBbiX 06GO0MI0YEK, YEPEnHO-MO3ro-
BbIX HEPBOB, BHYTPMYEpPENHbIE M NapacnuHaibHble OMyXoau



Ta6nunuya. OTHOCUTENBHAS YacToTa BCTPE4YaeMOCT BOBNEYEHHbIX 061acTel Npu aHAEeMUYECKoN (Ha ocHoBaHMK aaHHbIX Uganda Cancer
Institute) n cnopaanyecKkom (Ha ocHoBaHuK aaHHbIX USA National Cancer Institute) numeome bepkutra [6]*

O6nactb nopakeHusa YraHpga (Bbi6opKa 224 nauueHToB), % CLUA (BbiGOopKa 135 nauueHToB), %

YeniocTb 58 14
BpiowHas nonocTtb/manbiit Ta3 58 80
CNMHHOMO3roBas XMAKOCTb/4YepenHble HepPBbI 19 11
MapacnuHanbHOE NPOCTPaHCTBO 17 2
Op6uTbl 11 5
Koctn 9 24
LLlnToBMAHASA Kenesa 8 0
KocTHbI MO3r 7 21
CnloHHbIe xenesbl 5 0
MNepudepunyeckune numbaTnyeckme y3nbl 4 42
Mnespa 3 26
Koxka/Msirkue TkaHu 3

MonoBsble enesbl 2

[pyaHas Knetka 2

MeganactuHanbHble NTMMdaTUYecKne y3nbl 1 12
CuHycChbl <1 3
Mnotka 0 10

lMpumevaHne. * — nepeBof AaHHbIX, YKa3aHHbIX B UCTOYHUKE, NpuBeaeH B Principles and Practice of Pediatric Oncology (1997) [6].

WUIN UX KOMBUHALMK, YTO NPOSIBNSIETCS COOTBETCTBYIOLMMMU
NIOKann3aumm M pacnpocTPaHEeHHOCTU OMNyXoau CUMMTOMa-
MW — TOSIOBHOW 6O0NblO, HAPYLWEHUAMU 3PEHUS WU Chyxa,
napannerven, napesamv W napanvyaMmu (0COBGEHHO npwu
BHYTPUYEPENHON M 3NUaypanbHON NoKanusauuu), cyaopo-
ramu, o6LIeMO3roBbIMM CUMNTOMaMK BMIOTb A0 Pas3BUTUSA
Kombl [2].

BoBieyeHne B MpoLecc KOCTHOrO MoO3ra nposiBasercs
pa3BUTUEM LIMTOMEHUM C COOTBETCTBYIOLEN CUMMTOMATH-
KOM: MHTOKCMKauMs, ObiCTpas noTeps mMacchbl Tena, /MXo-
pafKa, MOTMBOCTb C OOWWMM YXyALEHWEM CamMO4yBCTBMS
pebeHKa [1, 2, 7].

K otnmuntenbHbiM ocobeHHocTaMm J1B y aeten n nogpocT-
KOB criefyeT OTHECTW PaHHIOK reHepanusaumio npouecca
C BOBJIEYEHMEM KOCTHOTO MO3ra M LieHTpaibHOM HEpPBHOM
CUCTEMbI, BbICOKYIO 4acTOTy 3KCTpaHOAa/bHbIX JIOKanu3a-
LMK, 4TO MOATBEPKAEHO U HALLMMWU KITUHUYECKMMM ClTyHasimu
[6, 8]. B Tabn. npeactaBneHa 4acTtoTa pasfiMyHbIX JIOKaIu-
3aluMKr onyxoneBoro npolecca y ageten npu pasHbix Gopmax
60nesHu.

Mo Hawum fJaHHbIM, U3 BCEX AeTen — Kutenen Bopo-
HEMXCKOWM 06/1., NOCTYNMMBLUMX B OHKOreMaTo/IorMyeckoe otae-
NieHne XxumuoTepanun BopoHeXcKon 06/1acTHOW OEeTCKOWM
KNMHMYecKon 6onbHuubl N® 1 B nepuon ¢ sfiHBaps 2008
no man 2015 r., anarHo3 J1b 6bin yctaHoBneH y 13 (59%)
13 22 nauMeHToB B Bo3pacTe A0 17 neT ¢ HEXOAXKKUHCKUMHU
nuvmdomamu. Hambonee 4yacton IKCTpaHoOLaNbHOM 30HOM
NOpaXKeHMs y MNOCTYNMUBLUMX ObIN XKeNyaoYHO-KULLIEYHbIN
TPaKT (KenyooK W uneouekanbHas o6nacte) — y 9 (69%)
M 061acTb rofIoBbl—LLUEMN (BaslbAEMEPOBO KOMbLO, Nepudepu-
yeckune nuMmbaTnyeckue yanbl) — y 2 geten. MHOXeCTBEH-
Hble o4Yary NoparKeHWs ¢ BOBJIEYEHUEM KOCTEW M KOCTHOIO
Mo3ra 6blsIn 06HapPYKeHbl y 2 6GONbHbIX.

ApKue KnuHn4eckne ocobeHHocTn J1Ib No3BoNFIOT 3amno-
[103pUTb 3TOT ANArHO3 yXKe Ha OCHOBAHWM U3y4EeHUS AaHHbIX
aHaMHe3a, OUEHKMN KIMHUYECKMX NPOSBAEHUI U CTaHAapT-
HbIX NTaBOpPaTOPHbIX MOKa3aTenen, TaKuX KaK KIWHuYe-
CKUA M BUOXMMMYECKMIN aHaNn3 KPoBM C 06A3aTesibHbIM
onpeaefnieHneM aKTMBHOCTW NaKTaTtaeruaporeHasbl, Kiu-
HWYECKMIN aHanM3 MOYM, YNbTPa3BYKOBOE WCCNefoBaHue
OpraHoB O6PIOLWHON NONOCTHU, nepudepruyecknx numabartu-
YyeCcKux yanos. lpn o60CHOBaAHHOM MNOAO3peHMM Ha J1b
JanbHEenWnn OnarHoCTUHEeCKU MNPoLLECC [O/MKEH MPOBO-
OWUTbCS B PeXMMe OKa3aHUa HeOoTNoXHOM nomoluu. B cne-
LUMann3MpoBaHHOM [ETCKOM OHKONOrMYEeCKOM OTAeNIEHUH
0653aTeNbHO NpoBeAeHUe cneayoumMx AUAarHOCTUYECKMX
MEPONPUATHI:
®  MyNbTUM30HaNbHOE UCCnefoBaHMe KOCTHOrO MO3ra ¢ nay-

YEHUEM LMTONOMMYECKMUX, UMMYHONOTMYECKNX, LUTOreHe-

TUYECKMX XapaKTEPUCTHK;

e loMbBanbHasa NyHKUMS C LMTONOMMYECKUM UCCNefoBaHu-
€M NIMKBOPa;

° pW HaMYUKU acumuTa, NIeBpuTa — nanapoueHTes u/vmnm
nnespasjsbHasg MyHKUKUS C LUTONOMMYECKUM, UMMYHObE-
HOTUMUYECKUM U LIUTOrEHETUYECKMUM UCCNeOBaHUEM;

® pEHTreHosIorMyecKkan KomrbloTepHas Tomorpadus wnu
MPT € KOHTPaCTHbIM YCUIEHWEM 30H NOpParKEHUS;

® MO3UTPOHHO-3IMUCCUOHHAs TOMorpadus;

e MPT ronoBHOro 1 CMMHHOIO Mo3ra (MpU Haln4yuu Hen-
ponenkeMunu 1/Mnn HEBPOIOrMYECKON CUMATOMATUKK);

e OGMOMNCKUS OMYXOAM C MMMYHOTMCTOXMMMYECKUM WCChe-
fJoBaHMeM wmaTepuana (LUTOreHeTUYeCKU aHanus
NO3BOJIIET MOMOYb B [AMArHOCTUKE CNOXHbIX Cly4YaeB
3ab60neBaHus).

CTpatndumKaumsa Ha rpynnbl pUCKa, COrNacHoO Kiaccu-
duKkaunmn S.B. Murphy, npoBoaUTCH Ha OCHOBaHWUW AaHHbIX
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o6cnefoBaHns M onpegenser TepaneBTUYECKY TaKTUKY
y aetewn c J1b.

B npeactaBneHHbIX HaMW KIMHUMYECKMX chydasax oba
nauneHTa MMenu MHOXEeCTBEHHble o4varu nopaxexus J1b,
[I0Ka3aHHble Ha OCHOBAHWW JaHHbIX 06CcneaoBaHuUs ¢ BU3ya-
NIM3NPYIOLWMMN METOAAMU UccnefoBaHus. B nepBom cnyvae
3aboneBaHne MMeno OblICTPOMNPOrPecCUpyoWNn xapaKkrTep
C reHepanu3aumen npouecca, yBennyeHMeM MaccCbl Ony-
XO/N, CTPEMUTENbHBLIM MOPAXKEHUEM KOXM, HapacTaHWEM
CMMMNTOMOB MHTOKCMKALMK, 4TO, BEPOSITHEE BCEro, 6bin0
CBSI3aHO €O cneundUYECKUM MopaXKeHMeM KOCTHOMO Mo3ra.
Bo BTOpOM cny4yae, HECMOTPS Ha NepBUYHOE UMMYyHOAEDU-
LIMTHOE COCTOsiHME pebeHKa, OonyxosieBblM NpoLecc pasBu-
BasCA TOPNUAHO, 6€3 BbIPaXKEHHbIX KIMHUYECKUX NposiBie-
HUIM 1 OMYXONIEBOW MHTOKCUKAaLIUW.

HecmoTps Ha arpeccuBHOCTb 3aboneBaHus, coBpe-
MEHHblE XMMMUOTEpPANeBTUYECKME MNPOrpamMMbl MO3BOSMAIOT
[06UTbCA ASIUTENbHON KIWHWKO-TEMaTO/IONMYECKON pPEMMUC-
cun B 90% cnyyaes [8]. CoBpeMeHHble faHHble byHAaMeH-
TaNbHbIX UCCNeAOBaHWI NO3BOMNUIN NPEASIOKUTb U YIKE BHe-
IpUTb B MPAKTUKY TaK Ha3blBAaEMYLD TapreTHyt Tepanuio
[2, 8]. MpoTtokon B-HXJT 2004 c putyKcMMaboMm siBasieTcs
HEOCMOPUMbIM [10Ka3aTeNlbCTBOM 3GDEKTUBHOCTM Tepanuu
Nb y neten [8]. NMoaTeepxaeHue ero adbEeKTMBHOCTHM creayeT
M U3 pe3ynbTaToB Halwwux HabnwogeHun: us 13 geten c¢ J1b,
NOMYYMBLUUX NleYEHWE B OHKOreMaToNIOrM4ecKoOM OTAENEHUN
XMMUOTEPaNnuM Hawen 60NbHULbI, B ANUTENBHON PEMUCCUM
Haxoaatcsa 10 (77%). Mpobnemy npeacTaBNseT nedyeHne aeten
c MN[, (atakcuen-teneaHrnaKkTasnen), conpoBOXKAaOWNMCS

KOH®JIMKT UHTEPECOB

TSXKENOM COYETaHHOW remMaTo/lorMYecKom M OpraHHOM TOK-
CUYHOCTbIO, TSXKENbIMU MHOEKUMOHHBIMU OCNOXKHEHUSMU.
HecmoTpsa Ha peayKUMIO O3 XMMUOTEpPANeBTUYECKUX NeKap-
CTBEHHbIX CPEACTB Y AaHHOM KOropTbl NaLMEHTOB, pa3BuThe
TSenoro pedpaKkTepHoro 6aKrepuanbHO-rPUGKOBOro cen-
cuca, MHOEKLMOHHO-TOKCMYECKOrO LWOKa 4YacTo MPUBOAWT
K NIeTanbHOMY UCX0Ay Ha aTane XMMuoTepanuu.

3AK/TIOYEHME
Jinmdpoma bepkuTTa y NauMeHToB AETCKOro M noapocT-
KOBOro BO3pacTa — YHWKaNbHOE B AETCKOW OHKOMOrunu

3ab0/1eBaHME C LUMPOKMM CNEKTPOM HecneuUPUIYEeCKUX Kn-
HUYECKUX cumnTomoB. NHOOPMUpPOBAHHOCTL MNeanaTpos,
[IETCKUX XMPYProB PasfiviyHoOro npoduns, OTOPUHONAPUH-
rosoroB, HEBPOIOroB, AETCKMX WUMMYHONOrMOB O K/AMHUYeE-
CKMX NMPU3HaKax JaHHOro 3aboneBaHWs, ero arpeccMBHOM
Te4YeHMUM MOMOXKET CBOEBPEMEHHO HaMpaBiATb NaLMEHTOB
K AETCKOMY OHKOJMOrY, YTO MO3BOJIUT B KpaTyaMllluMe CPOKM
onpeaennTb AMarHOCTUYECKYIO U TepaneBTUYECKYID TaKTUKY
M 0O6GUTbCSA BbI3AOPOBAEHUA. [leTh ¢ NepBUYHBIMU MMMYHO-
aedunumTammn (B 4aCTHOCTHU, C aTaKCUeR-TeneaHrnaKTrasuen)
MMEIOT MOBbILWEHHbIA PUCK pa3BUTUA numdoMbl BepkutTa.
Takue naumeHTbl JOo/MKHbI TIaTenbHO HabntaaTbes neana-
TPaMu ¥ Y3KMMMU crneLmannucTamu ¢ npuBaevyeHmemM AeTCKoro
OHKOJIora B Cny4asx nosiBNeHus «HeobblYHbIX» anob 1 BO3-
HUKHOBEHUS 0ObEMHbIX 06pa3oBaHWiK NOOOK NoKanu3la-
LMK, ITO NO3BOJIUT NOCTABWUTb AMArHO3 Ha PaHHWUX CTaAUsAX
3a60n1eBaHUs U OrpaHUUYUTLCA MUHUMANbHBIMW Kypcamu
NoIMXMMUOTEPAMNUN.

ABTOpPbI ;AHHOW CTaTbM NOATBEPAMIN OTCYTCTBME PUHAHCOBOM MNOAAEPIKKM UCCNEef0oBaHUA/KOHDIMKTA MHTEPECOB, O KOTOPbIX

Heo6xo04MMO COOBLUTD.
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