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Tumor lesion of the orbit isfound in the clinic of various oncohematological diseases in children. Untimely referral ofsuch patients to an
oncologist delays the timing ofthe necessary treatment, thereby worsening the prognosis ofthe disease.

The literature review presents thefeatures ofclinical manifestations oforbital pathology in children at the onset ofacute myeloid leukemia,
myeloidsarcoma, lymphoma, Langerhans celland non-Langerhans cellhistiocytosis. The articlepresents our own observations and identifies
factors that negatively affect the timely diagnosis o foncohematological diseases in this category ofpatients.
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BeeneHve

OfHUM 13 Hanbosee CNOXHbIX pa3fenos B opTanbMo-
noruu sBNAETCA NnaTonorna opbutel. 3abonesaHns opbu-
Tbl pa3sHOO6pasHbl, a UX K/AMHMYecKas CUMNTOMaTUKa
3a4acTylo OblBaeT CX0Xa.

Cpean Bcex HOBOOOpa3oBaHMI OpraHa 3peHWs omny-
X0/ opbuTebl cocTaBnsaoT 23—25 %. Yauye BCTpevaroTca
fob6pokayecTBeHHble onyxonu (80,3 %), 3/10Ka4yeCTBEH-

Hble OMyX0/n cocTaBNAT 19,7 %. BbigenatoT nepsuYHbIe
HOBOOGpa3oBaHUA, KOTopble cocTaBnaloT 94,5 % Bcex
HoBOOGpa3oBaHuii OpOUTLI, BTOPUYHbIE 1 MeTacTaTuue-
CKue —Ha Hux npuxoautes 5,5 % [1].

Heo6x04MMO MNOMHWUTL, 4YTO Yy feTeli nopaxeHue
Op6UTBLI MOXET ObITb MEPBLIM MPOABIEHNEM CUCTEMHOIO
3/10Ka4eCTBEHHOT0 3a60/1eBaHuA.
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O630p nuTepaTypbl

Takve OHKOremaronornyeckue 3aboneBaHus, Kak
NeiKo3bl, NMMQOMbI, TUCTUOLUTAPHbIE OMYX0N U MUe-
nougHble capkoMbl (MC) MOryT nposiBAsTbCA onyxose-
BbIM MOpaXeHnem opbuTbl. B LLeNomM Ha HUX NpuxoanTces
0K0/10 10 % op6uTanbHbIX OMyX0/ei 4eTCKOro Bo3pacTa,
npuyem Hambonee pacnpocTpaHeHHbIMU aBnfOTCAS MC
opbuTsl [2, 3].

Jleiiko3bl NpefCcTaBnAOT COB0IA KNOHa/bHblE OMyXO-
neBble 3ab0/1e€BaHMS KPOBETBOPHOW TKaHW, BO3HUKAM-
We B pe3ynbTaTe akTMBHOM nponudepauun Hespenbix
remMono3aTUYeCKNX KNeTOK-NpeALecTBEHHUKOB, KOTOpble
BbITECHAIOT HOPMa/bHOE KPOBETBOPEHWE U UCCEMUHUPY -
lOT MO OpraHam ¥ TKaHsAM opraHmsma. Y feTeli Hambonee
YyacTbIMW BapMaHTaMun SABAAKOTCA OCTPbIA numdobdnacT-
Hbli1 neiko3 (OJ1J1) —80 %, OCTPbIA MUETONAHLIA NeinKo3
(OMJT) —15—17 % 1 XpoHUYecKnii muenoneinkos (XMJ1),
KOTOpbIii cocTaBnseT 3—5 % BCcex /IeNKo30B.

JKCTpaMesynnsapHoe MopaxeHWe TKaHed opbutol
c 6onbLUeli 4acToTOo BhISBNSeTCs Nnpu OMJ1 —66,6 %, no
cpaBHeHuto ¢ OJ1I/1—11,5 % [4]. OpbuTanbHble CUMNTOMBI
MOTYT MPOSBNSATLCA B N0O0OW nepunog 3abonesaHns, B TOM
ynucne NpeacTaBnATb MaHUMecTaLmio nelikosa unu 6biTb
nepBbIM MPOSBJEHNEM peLMAMBa NOCe YCMNeLHO NpoBe-
[leHHOro NMPOTUBOOMYXO0/EBOr0 NeveHus [5].

PeTpocnekTuBHblil 30-neTHWIA aHann3 1264 naumeHToB
C ONyX0/1sIMW OP6UTHI NO3BONNI BbIABATL TOMBKO 2 Cyyas
nopaxeHuns opbutsl npu OJ1/1. KpynHbIX uccnefoBaHwii
Nno 3KCTpaMeay NapHOMY MOPaXeHUO OpbuTbl y feTel
¢ OJ1/1 He nposogwnocb, B NUTEpaType BCTPeYaroTCA
NULWb ONUCAHUA OTAENbHbIX KNUHUYECKUX cnyyaes [6—9].
OCHOBHbIMW CUMNTOMaMMU, BbISBMEHHbIMW Y fieTei, 6blin
6bICTPO HapacTawwme NepuopbuTanbHbIi 0TeK, 3K30(¢-
TabM, CY>XEHWE rNa3HoM LWenn. CUCTEMHbIe NPOABNEHUS
MOTYT MONHOCTbID OTCYTCTBOBAaTb. ONUCaH Takxe ciyyai
3p03MpOBaHMA OMyXO/bl KOCTel yepena U pacrnpocTpa-
HEHWS K3 OpbUTbI B PELUETHATYI0 WU BEPXHEUEHCTHYHO
nasyxu [10].

Mpn OMJ1 opbuTanbHas MHGMALTPaLUA NpescTaBe-
Ha 3K30(hTaslbMOM, OTEKOM BEK, XeMO30M KOHbLKHKTM-
Bbl U 60neBbIM CUHApOMOM [11]. OCHOBY OMyXo0/ieBoro
cybcTpata npu Op6UTaIbHOM MOPAXEHWU COCTaBAAKT
aTUMNUYHbIe MVeNnobnacTbl. BHEKOCTHOMO3rOBble MPOSB-
neHuss OMJ1 (B TOM ymcie U B OpbUTE) HOCAT Ha3BaHMe
MC. Jlokanusauus MC yvallle BCero oTMeyeHa B nMmMda-
TUYECKMX Y3naX, KoXe 1 opbute. BeTpeyaeTcs nNpyMepHo
B 3 % cnyyaeB OMJ1 [12]. MpenmyLwiecTBeHHO Habnoaa-
eTCs B A€TCKOM BO3pacTe, Camblii paHHWUIA cayYali onucaH
y 3-MecayHoro pebeHka [2, 13]. MC op6uTtbl No gaHHbIM
Ny4yeBbIX METOLOB WCCNefOBaHWA OTHOCUTENbHO TOMO-
reHHas, NPUNeXnT K CTEHKaM rnasHuLbl, KaK npasumso,
[EeCTPYKUMN KOCTHON TKaHW, MpopacTaHus B CNE3HYH
Xenesy UM MbllLbl He mpovcxoguT. Yawe MC B opbuTte
NOKaNu3yeTcs naTepasibHO U/UNK BepxHenatepasnbHoO, YTO
HEKOTOpble aBTOPbl OOBLACHAOT MOBLILEHHON MNAOTHO-
CTbt0 KOCTHOIO MO3ra B 60/bLLUOM Kpblae Kpbl0BUAHOM
N CKynoBoW kocTtein [14]. OdTanbmonormyeckme CMMNTO-
Mbl py MC MOryT BO3HMKaTb Ha pas3HblX 3atanax OMJI,
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04HaKO WMEeKT O60MbLYH CKIOHHOCTb K MOSBAEHMWIO
B febroTe 3abonesaHmns [15]. B 60nbwIMHCTBE UccnefoBa-
HWIA Hanbosiee YacTO BCTPEYaeMbIM MPOSB/EHNEM OMyXO-
NEeBOro NOPaXXeHUs TKaHel opbuTbl 6bin ak3ohTansm [16,
17]. K gpyrum onucaHHbIM KAWMHUYECKUM MPOSABAEHUAM
MC op6uTbl OTHOCAT AUMIONWIO, NTO3, YBE/IMYEHNE Ces-
HOM >xenesbl, 0TEK BEK, IKXMMO3bI.

NumdonponudepatuBHole 3abonesaHus y aeTeid
BCTPEYaloTCA pefKo, Ha HWMX npuxoamtca ot 2 4o 10 %
OMyX0/eBbIX NOpPaXKeHNii opbuTsl [18, 19], 5—15 % akcTpa-
HOZaNbHbIX MMMGOM 1 npuMepHO 50 % Bcex nepBUYHbIX
3/10KaYeCTBEHHbIX OMyxonei opouTbl [18].

B-KneTouHble HEXOLKKUHCKMe numomMbl  (HXJT)
COCTaBMAT MNofasnstoLlee H60MbLLNMHCTBO OPOUTANbHbIX
NMMM@OM MM NUMGoM NpUAATOYHOro annapara rnasa.
Opb6uTtanbHas numgoma — 370 3aboneBaHUe nNpeumy-
LLeCTBEHHO MOXMW/bIX NOAEA. Y B3POC/AbIX NaLWEHTOB
MALT-numdgoma opbutsl coctaBnset ot 35 4o 80 % Bcex
NMMEOM JaHHOWM NoKanm3auuu, 3atem cnegytoT Gonnnky-
napHaa numdoma (npubnusntensHo 20 %), augdysHas
B-kpynHokneTouHas numgoma (npubnmsmTensHo 8 %)
M Lpyrve pefkue BapuaHTbl. B Buge efUHUYHBIX KIMHW-
YECKNX HabNIOAEHNIA B NMTepaType OnucaHbl Clydau
numgomsl BepkntTa (J1I6), NK/T-KNeTOYHON numpomsl
Ha3a/IbHOro TMa u MM oMbl XOLKKMHA C NMOpaXKeHNem
opbuTel [20—24]. MNpwu ocmoTpe o06paLatoT Ha cebs BHUMa-
Hue 3K30(hTaslbM, OrpaHMYeHne NOLBMKHOCTY a3, OTeK
BEK U MATKWX TKaHei, NTo3, AUnnonus, cMeLLeHne rnasa,
Xemo3. BoamoxkeH 601eBoii cMHAPOM [25]. Mpw nanbnayum
onyxonesoe 06pa3oBaHMe MNOTHOE WX 31aCTUYECKOE,
pacnonoXeHo, Kak Npaswo, B BepxXHenaTepanbHOM KBa-
[paHTe rnasHuubl C pacnpocTpaHeHNeM BO BHYTPEHHWE
opbuTanbHble CTPYKTYpbI.

McTnoumTapHble ONyXoNM —elLle OfHa reTeporeHHas
rpynna natonoruyM CUCTeMbl KPOBM, MPU KOTOPOW MOXET
BbISBATLCA MOPAXKEHME KOCTHbIX CTPYKTYP U MATKUX
TKaHe ¢ nokanusauuei B opbute. Cpean ructuoumuTap-
HbIX OMyXO0/ein Hanbosnee YacTo y AeTei JuarHoCTMpyeTCs
rmcTnounTo3 u3 knetok Slanrepraxca (FKJ1). 31o 3a6one-
BaHWe MWEeNOULHON NPUPOLbl, B OCHOBE KOTOPOr0 NEeXWT
OMNyXO/eBbll KNOH C BOCMA/WUTENbHbIM MOTEHLMANOM.
MpumepHo B 60 % cnyyaes B KneTKax Onyxonu onpegens-
eTcA myTaumsi BRAF V60OE. 3abonesaemocTb KJ/1y geteii
cocTaBfifAeT oT 240 9 cnyyaeB Ha 1MJIH AeTCKOro HacesieHns
B rof C mpeobnagaHnem nuL, My>ckoro nona [26, 27]. MNMuk
3a60/1€BaEMOCTY MPUXOANTCA Ha BO3pacT OT 1rogago 4 net
[27, 28]. Oons nopaxeHuin opbuTsl npu MK/ no coobue-
HWIO pa3HbiX aBTopoB cocTasnseT ot 140 20 %. Bosneve-
HMe B MAaTONOrMYeCKUiA mpouecc opbuThl BKKOYAET N30/11-
pOBaHHOE MOPaXeHWe KOCTel M PacrnoNOXeHHbIX PALOM
MAFKUX TKaHei, 04HaKo BO3MOXHa W MYy/bTU(OKanbHas
pacnpocTpaHeHHOCTb [29]. XapakTepHas Jfiokanu3sawus
OMNyXO/IeBOr0 Oyara —BEPXHAS UAWN BepxHenaTepanbHas
CTEHKA rnasHuLbl. K30(hTanbM BbISBASETCA MPU Nopaxe-
HUSAX 3afHeli CTeHKV opbuTbl. Mpu nokanusauuy onyxonu
B rna3ofsurartenbHbIX MbILILAX Pa3BMBAOTCA HApyLLEHUS
NnoABMXXHOCTK rnasa u aunnonus [30]. B utore He crnegy-
eT 3a6bIBaTh, YTO ['KJT MOXET NposABAATLCA MOpaXKeHNeM
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BEK, KOHBIOHKTVBbI, CME3HOr0 MAcLa, 3nnbynbbapHbIM
Y3€e/IKOM, BOB/IEYEHMEM COCYAWUCTON 060/I04KM, XMa3Mmbl,
a TakXXe BEPXYLUKN 0pbuUTbI U KaBepHO3HOro cuHyca [31].
MopakeHWin pernoHapHbIX TumdaTnyeckux y3nos npu MK
C NoKanusaumeii B opbuTe, Kak NpaBuio, He MPOUCXOANT.

Ewe ogHum 3aboneBaHvWemM W3 rpynnbl FMCTUOLM-
TapHbIX onyxonei, npu kotopom y 10 % naymeHTOB
OnucaHbl MOPAXEHNA Op6UTLI, ABNSETCA HBEHWIbHAS
KcaHTorpaHynema [32]. MopaxeHune opbuTbl pa3sBuBaeTcs
NPeMMYLLECTBEHHO Y fieTeil NepBoro rofa XuW3sHu u npo-
rpeccvpyeT O4YeHb MeafieHHO. 3aboneBaHue MOXeT 6biTb
O4HO- U [BYCTOPOHHWM, COMPOBOXAATbCA COMYTCTBYIO-
WUMK  annepruyeckuMmn 3aboneBaHMAMU  [bIXaTe/bHbIX
nyTei [33]. KnuHnyeckn onyxonb NposiBaseTcs NponTo-
30M UMM OTEKOM BEKA, Ha/IMUYMEM XENTOBATbIX 6MALLEK Ha
nepuopbunTanbHOM KOXe, NanibnvpyemMbiM 06pa3oBaHueM
B BEpxHe-nepefHeM oTAene opbutbl. B pefkux cnyvasx
MOXET HabnMaaTbCs Hebonbluas 3p03vsa MpueraroLLei
KocTu [34]. OnucaHbl cnydau pacnpocTpaHeHHOro nopa-
XXeHWA rnasHuLbl, pelleTyaTbixX Nasyx u nepefHeii Yepen-
HON AMKW C MPOrpeccUpylomm 3K30(MTanbMoM, Hapy-
LIeHWEM MOABMXKHOCTU U CMeLLeHWeM rfasHoro a610ka
[35]. B onyxoneBblii MPOLECC MOXET TaKXXe BOB/IEKATLCS
3pUTeNbHBIA HEPB C PasBUTUEM KIWHWUYECKOW KapTWHbI
HeBpuTa [36—38].

Llenb vccnepoBaHMss —u3yunTb 0CO6eHHOCTU febioTa
KMHNYECKNX NPOABNEHWI U BbIABUTb (haKTOPbl HECBOE-
BPEMEHHON [LMAarHOCTMKW OHKOremaTonormyeckmx 3abo-
NeBaHWiA y feTeli C NoOpaXXeHNeM OpbUTI.

Martepuvasibl U MeToAb!

VccnepoBaHMe OCHOBaHO Ha PeTPOCNEKTUBHOM aHanu-
3e faHHbIX 11 nauneHTOB, HaxoAMBLUMXCSA Nof Habnwoge-
Huem B HNW peTckoli oHKonorum u remaronorun ®rey
«HaunoHanbHbIi ~ MEQULWHCKWUIA  MCCNeaoBaTenNbCKuii
LieHTp oHKonorum um. H.H. bnoxuHa» MuH3gpasa Poccum
(LeHTp) c AHBapsa 2010 r. no AHBapb 2021 r. ¢ OHKOremaro-
nornyeckmmu 3a60neBaHUAMMN, KOTOPble COMPOBOXAANNCH
nopaKeHWeM OpoUTI.

MpoBeseH aHann3 NepBbIX KAMHUYECKUX NPOSBAEHWU
3aboneBaHua 1 onpejeneHbl BpeMeHHble MHTepBasbl:

1) oT nosBNeHUs NepBbIX CUMMTOMOB A0 06paLleHus
K Bpayy NepBMYHOI0 3BeHa (POAUTENBCKUI MHTEPBaAN);

2) OT ob6palLeHmns K Bpayy NMePBUYHOIO 3BeHa 40 06pa-
LeHNs B CNeLnanm3npoBaHHblii LeHTp (NepBUYHbBIV Bpa-
YebHbIA HTEPBa);

3) oT obpalleHns B cneunannu3mpoBaHHbIi LEHTP 40
YCTaHOBNEHMA OKOHYaTeNbHOro fAuarHosa (OHKO0ru-
YeCKunil HTepBan);

4) 0T NOSIBNIEHMUA NEPBbLIX CUMNTOMOB [J0 YCTaHOBNEHUA
OKOHYaTe/lbHOro AnarHosa (4MarHoCTUYecKnin MHTepBan).

Bcem nayueHTam npu obpaweHun B LIeHTp 6bina npo-
BeeHa MarHocTyKa, Hanpas/eHHas Ha U3yyeHune NaTono-
rMn ¢ flokanmsaymein B opoute (KOHCynbTaums opransmo-
nora, ynbTpa3ByKoBoe uccnegosarue (Y3W) opout u rnas,
MarHUTHO-pe3oHaHcHas (MPT) u/unn komnblOTepHas
(KT) Ttomorpagus opbuT ¢ BHYTPMBEHHbIM KOHTPacTu-
poBaHeum (BK), 6uoncus onyxonu ¢ ructoniorMyeckum,
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MMMYHOTUCTOXUMUYECKM U MOJIEKYNIAPHO-TEHETUYe-
CKWUM 1CCNefoBaHMeM, a TakXKe KOCTHO-MO3roBas NMyHKL WS
C LMTONOMMYECKMM 1 UMMYHOMEHOTUMNYECKUM MCCef0Ba-
HVeM (4NA UCKNHOYEHUS NOPaXeHMs KOCTHOro Mo3ra); Y3
NMMGaTUYECKNX Y3M10B LIeW, OPraHoB OPIOLLIHOIA NOoCTK;
KT opraHoB rpygHoii knetku; MPT ronosHoro mo3sra ¢ BK;
pagmomnsoTonHaa guarHoctuka (PW) KOCTHOW cUCTEMBI
N MATKWUX TKaHei; B page cnyvyaes —MPT Bcero Tena unm
NO3UTPOHHO-3MUCCUOHHaa Tomorpagua (M3T).

PesynbTatsl

CpegHuii BO3pacT NaLueHTOB B KIMHUYECKOM febroTe
3ab0neBaHMsA cocTaBu/ 67 MecCsLLEB B AnanasoHe 0T 5 mecs-
ues 4o 16 ner. CooTHOLIEHWNE AEBOYEK N MaSIbUMKOB 1:4.

Cpean rnasHbIX CMMMTOMOB, BMEPBbIE 3aMEYEHHbIX
POLCTBEHHUKAMW NauueHTOoB, B NOM0BUHE CyYaes (Y 6 U3
11 06cnepyembix) oTMeYanach Npexosiias 0TeHHOCTb LA
M BEK, YTO He BbI3bIBANI0 HACTOPOXEHHOCTUN Y poamTeNnei
1 Bpayeil MepBMYHOrO 3BeHa. BTopbiMy cMMnTOMamm no
yacTtoTe 661K 3k30(hTanbm (2 n3 11) u 601eBOA CUHAPOM
(213 11). Mpwu obpaLLeHnm B CNELNaNIN3NPOBaHHbIN LEHTP
(Tabn. 1) rnasHas natonorus obina BbiBNEHa y BCEX Naum-
€HTOB, MpX 3TOM BefyLMM cumnTomMoM B 8 n3 11 cnyvaes
6bl1 3K30(hTasIbM, a BTOPbIM MO BCTPEYaEMOCT —OTEK BEK
y 613 11 nauMeHToB, B TOM YMC/e Yy 2 C pacnpocTpaHeHrem
Ha MArKune TKaHu nnua. Takme CUMNTOMbI, KaK runepemus
BeK, NT03, 60/1eBOI CMHAPOM, HOBOOGpa3oBaHue, onpege-
NsieMOe BM3yasibHO W NpW Nanbnauuu, BbISBEHbI B efu-
HUYHBIX CNyYasX.

Hanbonee 4acto nopaxeHue oOpbWTbI HabnoLaNOCh
npn B-knetouHbix HXJ1 (6 nauueHtoB mM3 Tabn. 1 —
Ne 3—8), B CTPYKType KOTOpbIX B CBOK O4epeab npeob-
nagana /16 (3 nauneHTa u3 1abn. 1 —Ne 3-5), a TaKxke
B eAVMHUYHbIX cay4asax T-nMMgpo6aacTHON NUMEOMBI
(maumeHT Ne 9 u3 Tabn. 1), MC (naymeHT Ne 1um3 Tabn. 1),
OM/ (naymeHT Ne 2 u3 Tabn. 1), MK/ (naymeHT Ne 10
13 Tabn. 1) n HOBEHWUNbHOI KCaHTOrpaHynembl (MayueHTt
Ne 11 u3 T1abn. 1). He oTmMeueHo npeobnagaHns nokanunsa-
LMW NaTonormyeckoro oyara B opbute. Mpu coueTaHHOM
nopaXkeHny opbuTbl U OKOMIOHOCOBLIX NasyX, YTO Hab/o-
fanocb y 3 nauueHToB c J1b, oTMevasocb nopaxeHue
HWXXHUX N HWXHE-MeAnabHbIX OTAENI0B, NPU 3TOM Y 2 U3
3 60NbHbIX BbIABNEHO PACMpOCTPaHeHWE OMyxonu U Ha
HVDKHe-naTepasibHble 0TAeNbl 0pbuTsl (puc. 1).

CnegyeT OTMeTUTb, YTO CpeAy MpPeAcTaBNeHHbIX Ha
pvc. 13aboneBaHuid, M301MPOBAHHOE MOPAXEHME OPOUTDI
BCTpeTusiock B 113 11 cnyyaes (naumeHT Ne 11 n3 Tabn. 1).
B xope gnarHocTuku y npeobnagaroliero 60/bLIMHCTBA
60MbHbIX (N = 10) OMyXO0neBblli NPOLECC HE OrpaHnyn-
Basica opbuToil. KomniekcHas [uarHocTMKa BbisiBUMA
pasnnyHble COYeTaHMA OMYXO0MEBOr0 PacnpoOCTpPaHEHNS Ha
CMEXHble 06/1aCTW: OKO/IOHOCOBbIE Na3yXW, KPbIOHEOHYHO
AMKY, KOCTU 06pasytolime opouty, Apyrme KocTu Yepena,
MArKWe TKaHW nvua u/unu BOBAeYeHWe APYTUX OPraHoB
M CUCTEM: NMMQATUUECKUX Y3N0B, KOXW, KOCTEN CKeneta,
KOCTHOIO M03ra, LeHTPa/IbHON HEPBHOI CMCTEMbI, HOCO-
rNOTKW, HEOHOW MUHAANNHBI, TUMYCA, NETKUX, NOLKENy-
[IOYHOM Xenesbl, NOYeK.
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Tabnuua 1. KnuHnyeckne NposiBeHnst Npyu OHKOreMaToNorMyecknx 3a60nesaHusx ¢ NopaXkeHnem opeuTbl npu o6pateHun B LieHTp

Table 1. Clinical manifestations in oncohematological diseases with the defeat ofthe orbit when contacting the Center

OKOHYaTeNbHbIN AnarH03/NpoToKon Tepanuu
Final diagnosis/treatmentprotocol
MC/AML-BFM 2004
Myeloid sarcoma/AML-BFM2004
OMJ/T/AML-BFM 2004
Acute myeloid leukemia/AML-BFM2004
NB/B-NHL-BFM 95
Burkitts lymphoma/B-NHL-BFM 95

NB/B-NHL-BFM 95
Burkitts lymphoma/B-NHL-BFM 95

NB/B-NHL-BFM 95
Burkitts lymphoma/B-NHL-BFM 95

OunhdysHaa B-kpynHokneTouHas numdgomal
B-NHL-BFM 95

Diffuse large B-cell ymphoma/B-NHL-BFM95
B-numdgobnactHasa numgpoma/ALL IC-BFM 2009

B-lymphoblastic lymphoma/ALL IC-BFM 2009
B-numgobnactHas numgpoma/ALL IC-BFM 2009

B-lymphoblastic lymphoma/ALL IC-BFM 2009
T-numobnactHas numpoma/ALL IC-BFM 2009

T-lymphoblastic lymphoma/ALL IC-BFM 2009

MauneHT, Ne OCHOBHbIE CUMMATOMbI
Patient, Ne General symptoms
1 Jk30(PTanbM, TMNEPEMUA N OTEK BEK
Exophtalm, hyperemia and blepharoedema
2 3K3o0(TanbM, NT03, 6011 B opbUTE
Exophtalm, ptosis, orbitalpain
3 3k30(TanbM, OTCYTCTBME HOCOBOTO AbIXaHMA
Exophtalm, absence ofnasal breathing

3K30(hTanbM, OTEYHOCTb NNLA, FTHOHOE OTAeNseMoe U3 1eBOro rnasa
4 1 CM3UCTOE OTAeNseMoe 13 Hoca

Exophtalm, facial swelling, purulent left eye discharge and mucous nasal

discharge

OTeYHOCTb NNLA, NPUNYXNOCTb B 061aCTW BEPXHER YentoCTn (HUXHASA

5 CTeHKa op6uThbI)
Facial swelling, inflation ofmaxilla region (floor ofthe orbit)
HoBoo6pa3oBaHue B 061aCTN HUXHETO BEKa 10 4 CM,
6 NN0THOE, HeNoABMXHOe
Tumor ofinferior eyelid up to 4cm, akinetik
7 JK30(TasbM, OTEK BEK
Exophtalm, blepharoedema
8 HoBoo6pa3oBaHue BO BHYTPEHHEM Yy rna3a, NJI0THOE, HEMOABUXHOE
Tumor ofmedial angle ofeye, heavy, akinetik
9 3k30(TanbM, rMNepPemMmns 1 0TeK HUXHEro Beka cnesa
Exophtalm, hyperemia and left blepharoedema
0 3K30(TanbM
Exophtalm

1 OTek BeK, aK3odTanbm

Blepharoedema, exophtalm

B-knetouHble HX/1
B-cell NHL

MC
Myeloid sarcoma

omn

Acute myeloid leukemia

rKn

Langerhans cell histiocytosis
T-numdobnacTHas numgoma
T-lymphoblastic lymphoma
tOBeHWNbHaA KcaHTOrpaHynema
Juvenile xanthogranuloma

Puc. 1. CnekTp OHKOremaTOnOrM4ecknx 3abonesaHuii ¢ nopadkeHuem
opouThI

Fig. 1. Spectrum ofoncohematological diseases with orbital lesions

Ha puc. 2—6 npeactasneHsl KT n MPT, gemMoHcTpu-
pyroLme pacrnpocTpaHeHWe OMyxo/eBoro npoiecca Ha
opbuty npu numdgome, nelikoze, MC © 1OBEHUIbHON
KCaHTOrpaHyneme, KOTopble 6blIM NOATBEPXKAEHBI FTUCTO-
NOTMYECKUM Y UMMYHOTUCTOXMMUYECKUM UCCNeL0BaHNA-
MY nocnie 6MoncmMm onyxosnu.

KpoMe KAUHMYeCKMX OCOBEHHOCTEN MNopaXeHus
OpOuMTbI 1 CNEKTPa OHKOremaToiornyeckux 3abonesaHui
C MaHugecTaymein odTanbMONOrMYECKUX CUMMTOMOB,
HaM NpPeAcTaBMsA/OCL BaXKHbIM OLEHWUTb POAUTENLCKUIA,
MepBUYHBbIl Bpa4yebHbIii, OHKOMOTMYECKWIA U [UArHOCTU-
YecKmnilt MHTepBa/bl Ha OCHOBE AaHHbIX 0 Ae6toTe 3abone-
BaHWA 1 06palLeHns 3a MEAULIMHCKOM NOMOLbHO (Tabn. 2).

[aHHble, NpefcTaBNeHHbIe Ha pUc. 7, 4EMOHCTpUPY-
0T MPOLO/MKUTENBHOCTb ANAarHOCTUYECKOTO MHTepBana,
Ha KOTOPbI OKa3biBalOT BAMAHWE pas/inyHble (PaKTo-
pbl. MpocnexuBaeTcs HeCBOEBPEMEHHOCTb 06palleHus

FKN/LCH 111
Langerhans cell histiocytosis/LCHI11

KOBeHUNbHas kcaHTorpaHynema/LCH 111
Juvenile xanthogranuloma/LCHI 11

Puc. 2. MauneHT Ne 4, IB. KT: a —akcuanbHas naockocTb, apTepuab-
Hasa (hasa. B neBoit opbUTe NaTONONMUECKNE TKaHW, r1a3 CMeLLEeH Knepeau,
MeAnanbHas CTeHKa NeBoi opouTbl AeCTPYKTUBHO U3MeHeHa; 6 — Kopo-
HanbHas NNOCKOCTb, MyNbTUNNaHapHas PeKOHCTPYKLUS, apTepuanbHas
thasa. B nesoii BepxHeuenlCTHON nasyxe OMyxonesble TKaHu, paspylua-
IOLME HUDKHIOW CTEeHKY rnasHulbl U anbBeonspHbIi OTPOCTOK BepXHei
YentcTy

Fig. 2. PatientNe 4, Burkitt’s lymphoma. CT: a —axialplane, arterialphase.
There are pathological tissues in the left orbit, the eye is displaced anteriorly,
the medial wall ofthe left orbit is destructively changed; 6 —coronalplane,
multiplanar reconstruction, arterial phase. In the left maxillary sinus, tumor
tissues destroying the lower wall of the orbit and the alveolar process of the
upperjaw

pO,CI,I/ITe}'IeI‘/'I K Bpayy nepBMYHOro 3BeHa WKW poanTenb-
CKWA MHTepBan (OT nosaBneHNA MnepBbiIX CUMMNTOMOB
no o6pau.|,eva K Bpadyy nepBUYHOrO 3B€Ha), cpefHee
3Ha4YeHMe KOTOpOro coctasuno 32 OHA B fAuanasoHe
oT 1 go 123 gHeit. MepBUYHbIA BpavebHbIi UHTEpBan
(C MOMEHTa O6paLIJ,6HVIFI K Bpa4yy nepBUYHOro 3BeHa A0
obpalweHns B Ccneunann3MpoBaHHbIA LEHTP) Takke
OKa3a/ica C BaAep)KKOVI, cpefHee 3HayeHue coCcTaBWIO
35 gHeli B gnana3oHe oT 15 g0 93 gHeidi. OHKONOTrNYecKuii



POCCUNCKININ XXYPHAN

POJIOr  [ETCKOA TEVATONIO MM n OHKOMONA // Russian Journal of Pediatric Hematology and Oncology

Puc. 3. MayuneHT Ne 7, B-numdpobnacTHas niumdoma. MPT: a —akcuans-
Has MNOCKOCTb, MATKME TKaHN NpaBoit op6uT bl ANtHHY3HO Yy TONLLEHDI, TNa3
CMeLLeH Knepefn; 6 —KopoHanbHas NNocKocTb, T1-B3BeLLeHHOe U306parke-
Hue (BW) nocne BeeAeHNs KOHTpPacTHOro npenapaTa. MepuopbuTanbHble
MATKWE TKaHu Npasoii oponTbl AUdY3HO YT ONLLEHbI

Fig. 3. Patient Ne 7, B-lymphoblastic lymphoma. MR1: a —axialplane, soft
tissues o fthe right orbitare diffusely thickened, the eye is displaced anteriorly;
6 — coronal plane, T1-weighted image (W1I) after injection of a contrast
agent. The periorbital soft tissues ofthe right orbit are diffusely thickened
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Puc. 4. MauneHT Ne 2, OM/1. MPT, T2-BW: a —akKcuanbHas nnocKocTb;
6 —caruTTanbHas NnockocTb. B naTepanbHbIX 1 3aAHUX OT Aenax nesow
O0p6UT bl BUAHbI ONyX0NeBble TKaHW, KOTOpPble PAaCNPOCTPaHATCA B KaHan
3pUTENLHOrO HepBa

Fig. 4. PatientNe 2, Acute myeloid leukemia. MRI, T2-WI: a —axialplane;

6 —sagittalplane. In the lateral and posterior sections of left orbit arefound
tumor tissues with spread to optical canal

Puc. 5. MauneHT N2 1, MC ¢ MHOXKeCTBEeHHbIM Nopa>keHnem opraHos 1 cuctem. MPT: a — T2-BW, kopoHanbHas nnockocTb. MP-KkapTUHa yBennyeHns
noyek n n3MeHeHns MP-curHana oT obenx novek (>kenTas cTpenka); 6 —T2-BW, akcumanbHas naockocTb. Mpasblii rnasysennyeH, B CTEKNOBULHOM Tene
BM3yann3unpyoTCs OMyxonesble TKaHW (3eneHas cTpenka); 8 —T2-BW, carnT TanbHas niockocTb. B BepxHem 0T Aene npasoii opouT bl BU3yanusnpyoTcs

onyxonesble TKaHW (opaH>keBas CTpenka)

Fig. 5. Patient No 1, myeloid sarcoma with multiple lesions of organs and systems. MRI: a — T2-WI, coronal plane. MR picture of enlarged kidneys and
changes in the MR signalfrom both kidneys (yellow arrow); 6 —T2-W|1, axialplane. The right eye is enlarged, tumor tissues are visualized in the vitreous body
(green arrow); 8 —T2-WI, sagittalplane. Tumor tissues are visualized in the upperpart ofthe right orbit (orange arrow)

a

Puc. 6. MaynenT N 11, 10BEeHMNbHAsA KcaHTorpanynema. KT: akcmanbHas
nnockocTb, Ao (a) 1 nocne (6) BBEAEHUA KOHTpAcTHOro npenapara. Cky-
NoBas U KNMHOBUAHAA KOCTW CNeBa «B3AyThi» 3a CYET ONyXONeBbIX TKaHei

Fig. 6. Patient No 11,juvenile xanthogranuloma. CT: axialplane, before (a)
and after (b) injection ofa contrast agent. The zygomatic and sphenoid bones
on the left are “swollen” due to tumor tissues

MHTepBan (C MOMeHTa obpalleHus B cneyuanusmpo-
BaHHbI LEHTP A0 AaTbl MOCTAaHOBKW OKOH4YaTe/IbHOro
[marHosa) B CpefiHeEM 3aHsAN 17 gHei B AnanasoHe oT 2 4o
31 fHA, 3afepXKKa B HEKOTOPbIX Clyyasx 6blna cBa3aHa co
CMIOXHOCTbH N1abopaToOPHON ANArHOCTUKMN, HEOOXOANMO-
CTbt0 HanpasfeHns 06pasLoB ONyxonun B Apyrue LeHTpbl
32 «BTOPbIM» MHeHWEM. J[MarHOCTUYECKUIA WHTepBa
(c MomMeHTa MoOsABMEHUS MepBbIX CUMMNTOMOB A0 AaTbl
NMOCTaHOBKM OKOHYaTe/IbHOro MarHos3a) B UTOre 3aHas
B cpegHem 90 gHeli B gnanasoHe oT 26 fo 363 AHeiA.
Takum 06pa3om, HeCBOEBpPeMeHHOe obpalleHue
K Bpayy MepBMYHOrO 3BeHa, ANMTe/IbHOe ambynaTtopHoe
CUMMNTOMATMYECKOE JfledyeHue, [M03JHee Hanpas/ieHue
B CMeLuann3npoBaHHbIA LEHTP, TPYAHOCTM B NOCTAHOB-
Ke fmarHosa rnpuBenun K yBe/IMYEHNIO AMarHOCTUYECKOro
WHTepBasiia 1 TeM CaMblM HeratMBHO MOBAMANN Ha pac-
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Tabnuua 2. AnarHocTuyeckne MHTepBasbly 60bHbIX reMoBNaCT03aM C NOPaXKeHNeM OpBUT b

Table 2. Diagnostic intervals in patients with hemoblastoses with orbital impact

Mokaszatesnb

Indicator
Ne 1 Ne 2 Ne 3

MNepBble CUMMTOMbI

R 09.2014 12.2017 01.2010
Firstsymptoms

Obpaujerine K Bpady NepsnYHOrO 3BEHA 1 5015 9 5018 01.2010
Contacting aprimary care physician

O6palleHune B cnewan3npoBaHHbIii

LEeHTp 02.2015 02.2018 02.2010
Appeal to a specialized center

OkoHuaTenbHbIN Anartos 02.2015 03.2018 02.2010

Final diagnosis

Puc. 7. lnarpamma BpeMeHHbIX WHTepBanoB [0 YCTaHOBNEHUA OKOHYa-
TeNnbHOro AgmMarHosa B AHAX

Fig. 7. Diagram oftime intervals tofinal diagnosis in days

MPOCTPAHEHHOCTL OMYyX0/MeBOro Mpouecca K MOMEHTY
YCTaHOB/IEHNSA OKOHYATeNbHOrO AMarHosa.

TeM He MeHee, HeCMOTpPs Ha YA/IMHEHWe AnarHoc-
TUYECKOro WHTepBana npu remobnacro3ax C nopaxe-
HueM opbuTbl, MogobHasa peakas nokanusaumsa ony-
X0 He BAMANAa Ha Bbl6OpP MporpaMmbl  Tepanuu.
Mopdo-MMMYyHONOrMyeckme 0CO6EHHOCTM, a He aHa-
TOMWUYECKas JIoKanm3auua onyxonu onpeaensnu Bbi6op
nporpaMmMbl fiedenus: npy MC/OMNT — AML-BFM

11.2016

11.2016

12.2016

12.2016

)
2022
TOM/VOL. 9
MayuneHTbI
Patients
Ne 4 Ne 5 Ne 6 Ne 7 Ne 8 Ne 9 Ne 10 Ne 11

01.2018 06.2014 08.2015 09.2018 07.2016 12.2014 01.2021

01.2018 06.2014 08.2015 10.2018 07.2016 12.2014 08.2021

02.2018 07.2014 10.2015 10.2018 08.2016 02.2015 12.2021

03.2018 08.2014 11.2015 10.2018 09.2016 03.2015 01.2022

PesynbTtatbl fiedeHns MC/OMJ1 no npotokony AML-
BFM 2004 no3sosiinivM MOAyy4nuTb MHOronetHwow OB
y 66,9 + 7,5 % 6onbHbIX, Tepanua J1b n gpyrux spenokne-
TOYHbIX B-KNeToyHbIX "M oM no npotokony B-NHL-
BFM 95 + puTykcmMmab conpoBoXjanachk nokasaTtenamm
OB B 95,8 + 2,4 %, NnUM(061aCTHLIX NMMDOM U3 Kne-
TOK-NpeALecTBEHHUKOB no npoTtokony ALL IC-BFM
2002/2009 - 81,6 £ 5,2 %, 'KJ1 no npoTtokony LCH 111
npnbnnxaercsa K 100 % [39-41].

3aKnoyeHme

Takum 06pa3om, Takme CUMMTOMbI, KaK 3K30(TasbM,
NTO3 BeKa, FMMNepeMms n OTeK Bek, 6oinM B opbuTe,
BMAUMOE WU NanbnuMpyemMoe OMyxofieBugHoe obpa-
30BaHMe B 06nactu opbuTbI, MOryT CBUAETENLCTBO-
BaTb 06 OMyxo/eBoi Npupoge 3abosieBaHMsA Op6UTHI,
B TOM uyucne 6bITb e6I0TOM pa3BuTus neinkosa, HXJ,
rMCTUOLMTO30B.

PelweHneM 0fHOIN M3 BaKHeMWMX 3ajay 34paBOOX-
paHeHWA ABMISETCA CBOEBPEMEHHAA AMArHOCTUKA OHKO-
noruyecknx 3abonesBaHWil, 4YTO MNOBbILIAET KayecTBO
OKaszaHua MeAULMHCKON NOMOLWM 6ONbHBIM U yny4LlaeT
nporHos [42]. Bpauy-odpTansmonor 06s3aH MPOABUTL
OHKOHACTOPOXXEHHOCTb, CBOEBPEMEHHO OTMPaB/ATL Ha
KOHCY/IbTaUMIO TakMX NauueHTOB K OHKonory. JlyyeBas

2004, Npu 3penoKNeTouHbIX B-KneTouHbix numpomax — AuarHoctuka (KT/MPT) B nogobHbIX Ciyyasx MOXKET

B-NHL-BFM 95, npu numdobnacTHbiX nuMmpomMax
13 Knetok-npegwecrtseHHMkos —ALL IC-BFM 2009,
B cnyyae 'KJ1, OBEHUAbHOW KCaHTOrpaHyneMbl Tepanus
nposogunack rno npotokony LCH I1lI.

Mpn aHanuse MPOrHOCTUMYECKOr0 BAUAHUA MOpaXKe-
HMA opbuTbl Npu remobnactosax (HeCMOTPA Ha Mano-
YWCNEHHYIO Tpynny O0/bHbIX) Ha MOKasaTenu obuliei
BbhkuBaemoct (OB) pasnuunii nonyyeHo He 6bino.

MOMOYb BbIBUTb OMNYXO0/b, U 6ONLHOW ByfeT HanpasfeH
B CMeunann3MpoBaHHOE Y4peXAeHne OHKO/Orm4yeckKo-
ro npoung, rae YTOYHAT FUCTONOTUYECKYH0 NpUpoay
MaTo/ornyecKoro npoLecca 1 ero pacnpocTpaHeHHOCTb,
npoBeAs pacliMpeHHOe OHKOJorMyeckoe obcenefoBaHme
c o6sa3aTenbHoOl 6uoncueid onyxonu. JleueHwe 6yget
Ha3HayeHO BOBPEMS, YTO MNO3UTUBHO MOBAUAET Ha UCXO[,
OHKONOTNYecKoro 3abonesaHus.
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