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PE®EPAT

[narHoctnka MMenougHbIX Ornyxonen OCHOBbIBAaeTCA Ha
KOMIM/IEKCHOM MOAXOAE M BbI3bIBAET 3HAUUTE/bHbIE TRPYOHO-
CTW, OCOBEHHO Y AeTen MnagLero Bo3pacra. lNpeacraBneHsl
AaHHble 0 MOPGONOrNYECKMX, MMMYHONOMMYECKNX, LUTOre-
HEeTUYECKUX N MOMEKY/SIPHO-BMOMOrMYEeCKMX OCOOEHHOCTAX
MWENOVAHOW CapKOMbl Ha OCHOBaHWK aHanusa nutepaTypsbl
M OMMcaHmna COOGCTBEHHOIO KIMHNYECKOro Habntogenua. Pe-
3y/bTaTbl IEUEHUS MUENIONOHOM CapKOMbl (0COBEHHO rpyr-
MNbl BbICOKOIO pMYCKa) OCTaloTCA HEYAOBNETBOPUTENIbHBIMU U
TPeObyIoT Aa/lbHENLWErO COBEPLUEHCTBOBAHUS.
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ABSTRACT

The diagnosis of myeloid tumors is based on a complex ap-
proach and causes significant difficulties especially in young
children. Morphologic, immunologic, cytogenetic, molecular
and biologic data on myeloid sarcoma are presented based
on the literature data and own clinical case. Treatment re-
sults of myeloid sarcoma (especially in the high risk group)
are unsatisfactory and should be improved.
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BBEAEHUE

[lepBble onucaHus MuesouiHou capkombl (MC) npuHaz-
jgexat A. Burns u otHocaTcsa k 1811 r. OTeyecTBeHHbIE
reMaToJIOrM MUEJIOUJHYI0 CapKOMy OTHOCHJIM K JieH-

KO3aM-peTHUKyJie3aM C OINyX0JIEBbIMHU pa3pacTaHUAMH,
xjopoMaM. OmyxosieBbIM  Cy6CTPAaTOM  CYUTAIHCH
aTUNHUYHble MHeN006JACThl, 2 B KJIWHUYECKOH KapTHHE
npeo6/aZiaid 3KCTpaMeAy/IsipHble IOpaXKeHUsl C 4Ya-
CTOM JIOKa/M3alued ONyXoJd B JUMATHUUECKUX Y3J/1aX,
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op6ute, koxke [1]. [lo Mepe u3y4YeHHUsS OMYyXOJIEBOTO
cy6cTpaTa M KJWHUYECKUX MNpOsiBJIeHHWH 3a6oJieBaHUsA
cTajso o4eBUAHBbIM, uyTo MC mnpejcraBisieT o060 3KC-
TpaMe yJUIIpHble JIOKAJW3aLMM OCTPbIX MHEJOUJHBIX
snerikozoB (OMJI) [1, 2]. AuarHoctupyetcss MC B Jito6oM
BO3pacTe, HO HauboJlee YaCTO BCTpevyaeTcs Y AeTel U co-
craBisieT 13,8 % Bcex ciydyaeB OMJI [2]. BosetoT B 3 pasa
yallle MaJIbiUKHU. B CBSI3W € pe/IKOCTbIO ONyX0JH CpeJHUM
BO3pacT OOJIbHBIX ONpeJe/UTb He yaaeTcsa. Haubosee
paHHUM BO3PaCT, ONMCAHHBIN B IUTepaType, — 3 Mec. [3].
Cpeay KJIMHUYECKUX NPOsIBJIEHUI OTMeUYeHO NopaxkeHue
Op6UTHI (B T. 4. IBYyCTOPOHHEE), Paiy>KKH, KOH'bIOHKTUBBI,
CKJIepBl, CJAe3HOH >Kese3bl, JUMaTUYECKUX Yy3J0B U
nouek [3, 4]. [laTonorusa koxu npu MC mpezacTaBiieHa
MHOXXeCTBEHHbIMHU  3pUTEMATO3HbIMU  3JIeMeHTaMHu
CBbINHY, BO3MOXKHO IMOpakeHUe SIMYeK, MOUYeBOIo My3bIps
[5, 6]. Y B3pocC/bIX OTMEYAOTCA Ka3yUCTUYeCKHe CAydau
Nopa)keHUs1 OpOHXOB, [IBEHAJLLATHUIEPCTHOM KHILKH,
MOJIOUHOMH KeJsie3bl, KocTel [5-9].

JKcTpaMeyJUIIpHble NPOsIBJeHUsl 3aboJieBaHUS,
nporekarwuue no tuny MC, Bo3amoxHbl npu OMJI u Mue-
JonposindepaTUBHBIX 3a601eBaHUX [3].

WMMyHOTMCTOXMMHYECKOe HCCIeZlOBaHUE OIyX0JIr
M03BOJIIET BBIIBUTb 3KCIIPECCUI0 MUEJIONEepOKCH/Ia3bl,
CD117, CD99, CD43, CD15, CD33, CD68, pexxe — CD34,
TdT, CD56, CD4. Mapkeps! T- (CD3) u B-kietok (CD19,
CD20) npu MC He onpefienisIlOTCS, KaK U CHHANTOPHU3UH,
XPOMOI'PaHHUH U AecMuH. Onucansbl caydau MC c oTpuna-
TeJIbHOM peakLuel Ha Muesionepokcuasy [3].

[Ipy LUTOreHETHUYEeCKOM MCCJIeJOBaHUU ompejeJis-
I0Tca abeppalMy, BoBJeKawllue xpomocombl 7, 8, 10,
11 u21 [2, 3], Tpancnokanuu t(1;14), inv(16), TpucoMus
14, moHocomus 16, Tpucomus 11. TpaHcaokauus t(8;21)
(922;q22) BcTpevaeTcs yaie npu MC geTckoro Bo3pacTa.
MeTozoM mosiuMepasHo# nenHoil peakyuu (I1LP) ompe-
JensieTcs xuMepHbid TpaHckpunT FLT3-ITD [10].

B cBA3M C peAKOCTBIO ONYXOJM U BblIpaXKEHHOMU
reTeporeHHOCTbI0 KJIWHUYECKUX U HMMyHoMopdoJio-
rMYecKUX NposiBJeHUH AuarHocTuka MC 3aTpyAHeHa U
TpebyeT KOMIIJIEKCHOTO MOJX0/a, YTO U JEeMOHCTPUpYeT
npeJcTaB/JeHHOe HAaMU KJIMHUYecKoe HabJo/jeHue.

KNMUHUYECKOE HABTIOAEHUE

BosibHOM A., 3a60Jies1 B Bo3pacTe 5 Mec., KOTJja POAUTENN
3aMeTH/IM KPOBOW3JIMSHHE B MPABOM IJIa3HOM SIGJIOKE,
eZJMHUYHbIE TeMaTOMbI Ha KOXKe KOHEYHOCTEH, BO3HUKILME
crioHTaHHO. B ¢peBpasie 2015 r. o6paTUIMCh B reMaTOJIOTU-
YecKoe OTZeJIEHUE OJHOH U3 IETCKUX FOPOJCKUX 6O0JIbHMUIL
Mocksbl. [Ipu ocMoTpe cocTosiHUE pebeHKa GblI0 cpejHER
TSDKECTH, B 00ILEM aHAIM3€e KPOBU OTMeYaslach yMepeHHast
anemus (remorno6uH 100 r/ni), B KoaryjorpaMme ak-
TUBUPOBAaHHOE YaCTHYHOE TPOMGOIJIACTUHOBOE BpeMs
cocTaB/siyio 47 ¢, MoKa3aTe U arperaydd TPOMGOLUTOB
¢ aseHosuHaudocdhaToM, PHUCTOLETHHOM B Ipejesax
HOpPMaJIbHBbIX 3HAYeHWH. Bbutia AHarHoCcTHpOBaHA JKeJse-
3omeduunTHas aHeMus | cTeneHw, Koarysonatus. B cra-
[JMOHape MPOBOAMJIACH Tepalus MpernapaTaMy Kejes3a C
He3HAuUUTeJbHbIM 3QPeKTOM, U 60JILHON ObLI BHIMTHCAH B
YZOBJIETBOPUTENBHOM COCTOSIHUM.

Yepes 1 HeJ. noC/Ie BBIMMCKU MaMa CTajla OTMeYaThb
y peGeHKa yBeJIMUeHUE 3pavyKa, FTUIEPEMHUIO U OTEYHOCTh
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Puc. 1. BHewHWIM BMA npaBoro rnasa 60/bHoro A.

Fig. 1. Appearance of patient A’s right eye

NpaBo¥ OpOUTHI, OSIBJIEHHE OIYX0JIeBOT0 00pa30oBaHUsA
B IpaBOil TEMeHHOW 06J1acTH, B CBSI3U C YeM CaMOCTOSsI-
TeJIbHO 00paTHIach B MHCTUTYT IJIa3HbIX 60Jie3Hel. Bbl-
MoJIHEHA GUOIICUs MATKOTKaHHOTO 06pa3oBaHus NpaBoH
TeMeHHOM 06J1acTu. Y pebeHKa 3anozfo3peHa pabioMuo-
capKoMa, He HCKJ4Yasjach JMM$oMa, peTHUHo6IacToMa
NpaBoro Ijasa, YTo W MOCJAYKUJIO NPUYMHON HaIpaB-
nenusi B HUU JIOT ®I'BY «POHI] um. H.H. Bioxuna» M3
P® s yTouHeHUs JMarHo3a U oNpefiesieHUs] TaKTUKU
JleyeHMUsl.

[Ipu noctymsienuu B HUU JOT cocTtosiHue 60JIbHOTO
TshKesioe. PebeHok Bsiyiblil. B mpaBoil TeMeHHOU 006-
JIacTU — BO3BblLIaloOLLeecs OMyXoJieBUJHOe 06pa3oBaHHe
0K0J10 2 cM, 6e360JIe3HEHHOE, OIPAaHUYEHHO MO/ BUKHOE,
KOX<a HaJl HUM He n3MeHeHa. OTek ¥ runepeMus Beka npa-
BOTO IJ1a3a, Cy>KeHUe MpaBoy I1a3Hoi 1end. Poct 65 ¢,
Macca TeJjia 8,7 kr. Ko>xxHble TOKpOBBI 6/1e/jHble, BUMMble
CIU3UCTble PpO30Bble, 4YHCTble. BoabLUION POJHUYOK
1,5 x 1,0 cM. Manblii poJHUYOK 3aKpbIT. TUI AbIXaHUSA
NpeuMyIlecTBEHHO OproiHoi. YacTtoTa AbixaHus 24 B
MUHYTY. PUTM JibIXaHUsA IpaBUIbHBIN. [Ipy aycKyabTanuu
JblxaHue nyapuabHoe. ToHbl cepAa sicable. YCC 126 ya./
MHUH. PUTM cepAieyHbIX COKpalleHUN MpaBUIbHBINA. A/J]
114/79 MM pT. cT. XKUBOT MArkuii, 6e360Jie3HEHHBIN.
[leyeHb BbICTyNaeT Ha 1 cM u3-Noj Kpast peGepHOH AyTH,
ceje3eHKa He yBesjuyeHa. Pusnosoruyeckue OTIIPaB-
JIeHUsl B HOpMe.

[Ipu odTanbMosioruueckoM ocMoTpe B MapTe 2015 r.:
OD — »3k30¢TanbM, Diverg — 10°, moJBHUXKHOCTb B
MIOJTHOM 06'beMe, B BepXHEHAPYKHOM OT/eJle IpaBoi op-
OUTBI NaJbIIMPOBAJIOCh MJIOTHO3/IACTHYECKOE 06 bEMHOE
o6pa3oBaHue oKoJo 2,5 x 2,0 cM, cMellaHHasi UHbEKIUS
KOH'BIOHKTHBbBI B Hapy»KHOM OTZeJsie. 3payoK pacuiupeH
o 5 mMM. [1a3Hoe AHO He odTasbMocKkonupyertcs, ped-
Jiekc cepbiil. OS — 6e3 natosioruu (puc. 1).

O6mui aHa/lW3 KPOBU NPU MNOCTYIIEHUU: JIEUKO-
uutel — 8,1 x 10°/n1, aputpouutsl — 4,11 x 102/,
reMoryiobuH — 99 r/i, TpomGouutbl — 142 x 10°/1,
rpanysonutbl — 0,91 x 10°/1, nasiouKosiiepHble HEUTPO-
dunel — 1 %, cerMeHTOsAAepHbIe HeTpoduabl — 31 %,
aumMmouutsl — 54 %, moHonuThl — 10 %, 6a30duibl —
2 %, so3uHOGUABl — 2 %. B GMOXUMHUYECKOM aHa/Iu3e
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KpOBHM o6pallaio Ha ce6s BHUMaHHUe IMOBBIIIEeHUE aK-
TUBHOCTHU JakTaTaeruaporeHassl (JIAT) mo 3500 EJ/x;
II0Ko3a — 6,52 MMoJib/J, MouyeBUHA — 1,59 MMouib/,
061mui 6unnupyouH — 11,02 MKMoJIb/J1, 061U GEJTIOK —
62,6 r/n1, anbbymun — 37,5 v/

[Ipy LUTONOrMYECKOM HCCIe[OBAaHUM JIMKBOpa B
KaMepe KJIeTOYHble 3JIeMeHTbl OTCYTCTBOBaJW. B mpe-
napare, IpUroTOBJEHHOM Ha LJUTOCIHHE, — eJIUHUYHbIE
JUMGOLUTHI, 6JIACTHDbIE KJIEeTKU He Hall/leHbl.

[lo pmannbiM Y3 B BepxXHeHapyXKHBIX OTZeJax
NpaBol OpOUTHI OMpeJessoch TUIEPIXOreHHOe He-
ofiHOpOoHOe o6pa3oBaHue 2,4 x 1,4 x 2,1 cM c pOBHbBIMU
KOHTYpPaMH, B KOTOPOM PerucTpUpOBaIUCh eJUHHUYHbIE
cocyzbl. [IpaBblii I/1a3 yMepeHHO CMellleH Bllepe/ U BHU3.
B BepxHeHapy>XHbIX OTJeJax IJ1a3a — o6beMHOe o6pa-
3o0BaHue (1,7 x 1,2 x 1,6 cM) oBasibHOU GOPMbI, Cpe/iHEN
OJJHOPOJIHOM 35XOreHHOCTU. BHyTpeHHUH KOHTyp ero
YeTKUH, Hapy»KHbIH — NPUJIEXKUT K CTeHKe IV1a3a. B 3a-
JHUX OTZeslaX IJ1a3a — OTCJAOMKa ceTYaTKH Ha IJIOIaAH
0,9 x 0,6 cM c npomuHeH1Mel (Bo3BeiieHueM) 0,2 cM.
PeTpopeTuHa/sbHOE MNPOCTPAHCTBO — AH3XOTeHHOe.
3puTeNbHbINA HEPB, peTpoOyIbbapHasl K1eTyaTKa ClipaBa,
JieBast op6uTa, 1MMPaTUUeCKHe y3JIbl LlIed He U3MEeHEHBI
(puc. 2).

[Touky ObLIM 3HAUYUTENbHO YBeJWYeHbI: NpaBasg —
7,2 x 3,3 x 4,4 cMm, 1eBasgt — 6,9 x 4,2 x 5,2 cM. KOHTypbI
NOYeK BOJIHUCThIE, MapeHXKWMa yToJIIleHa 10 2 CM; B IIpo-
eKL MU TUPaMHU/J, oNlpe/ieIsiJIMCh aBaCKy/IsipHble OKPYTIJible
30HBI NMOHWXEHHOM 3XOTreHHOCTH 1-2 cM B AuaMeTpe.
CocynucTbiil pucyHOK JleopMHUPOBaH, NOYeYHbIe COCYAbl
OorubarT omucaHHble 30HbI (puc. 3). B 3agHUX oTJesax
NpaBoi TeMEHHON KOCTH BU3yaJIM3UPOBAJICS YYaCTOK OT-
ca0MkY anoHeBpo3a (Ha 0,2 cM) Ha oy 1,8 x 1,6 cm.
[Tos anoHeBpO30M — aHIXOTeHHbIE OJJHOPOJHble TKaHU
(puc. 4).

[IlpoBepsenHasa KT mno3Bosinyia yTOYHUTHL pasMephl
BbISIBJIEHHBIX NPpU Y3U o6pa3oBaHUl: B 3aiHEHAPY>KHbBIX
OTZeslax NpaBOro rJjas3a oOllpeJessalocb 06beMHOe 006-
pa3oBaHMUe C YETKMMU POBHBIMHU KOHTYpaMH, UMemwllee
pasmeps! 2,1 x 1,4 cm. CTpyKTypa ero HeoAHOpPOAHas 3a
CYeT TOYeUHbIX IVIOTHBIX BKJIIOUeHUH. B BepXHUX oTAe/1ax
npaBoi OpOUTHl — HEOAHOPOJHble TKAaHU 06e3 YeTKUX
KOHTYPOB 2 x 2 CM B ITonlepeyHuKe. PeTpo6ynib6apHoe npo-
CTPAHCTBO U 3pUTeJIbHbIA HEepPB CIIpaBa, JieBasi OpoUTa He
n3MeHeHbl. OyaroBble U3MeHEeHUs B BellleCTBe F0JIOBHOTO
Mo3ra He BblfBJeHbl. CpeiUHHbIE CTPYKTYpbl He CMe-
meHbl. Key04ku Mo3ra He paciiupeHsl. [IpujaToyHble
Na3yxu Hoca BO3JYLIHBI. /leCTpyKTHBHble U3MEHEHUS B
KOCTSIX Ha UCCJIe/lyeMOM yPOBHE He 0OHApY>KeHbl.

[l OLleHKU paclpoCTPaHEHHOCTH OIYX0JIeBOTO
nporecca BoinosiHeHO MPT Bcero Tena (mapt 2015 r.).
[IpaBbIfi I/1a3 OblI yBesJWYeH, NMOYTH IOJHOCTbIO BBbI-
MOJIHEH NAaTOJIOTMYeCKUM CyO6CTpaToOM, He HaKalJju-
BAIOIIMM KOHTPACTHBbIA NpenapaT U pacnosoKeHHbIM
peTpopeTuHaabHO (puc. 5). CeTyaTKka BOPOHKOOGpPaA3HO
oTcsoeHa. lleslocTHOCTh 060J104eK He HapylleHa. B Bepx-
HeHapy)XHbIX OTAesaXx INpaBON OpOUTHI oNpesessaoch
MSATKOTKaHHOe o6pa3oBaHue 2,0 x 1,3 x 1,6 cM, UHTeH-
CUMBHO HaKallJIUBawlllee KOHTPAcTHbINA npenapart. [IpaBas
c/1e3Hasl )KeJle3a He yBeJIMYeHa, He U3MeHeHa. JIeBbli [1a3
6e3 ocobeHHOCTel. B BepxHUX oT[esaxX JieBOH OpOUTHI
ONpese/siJiNCh [ONOJHUTeNbHble 00pa3oBaHUs pas-
mepamu 1,0 x 0,6 x 0,7 cM, aHa/IOTU4YHbIEe IO CUTHANy U

KTMHNYECKAA OHKOTEMATO/TON 4

Puc. 2. ¥Y3W npaBoii op6uTbl. CKaHMpOBaHME B caruTTanibHOM Mio-
cKoCTW. Busyanusupyetca onyxonb MpaBoOro rsasa U Onyxosib
BEPXHUX OTAENOB NPaBoi OpouUThI

Fig. 2. Sonographic image of the right orbit. Sagittal view. A right
eye neoplasm and a neoplasm of the upper parts of the right orbit
are visualized

Puc. 3. Y3U ¢ LK (uBeToBOE AOMMN/IEPOBCKOE KapTUpoBaHue) fe-
BOW Mnouku. [NpogonbHoe ckaHupoBaHue. B npoekuun nupammg
ONpeaenstoTCa MMNO3XOreHHbIe OKPYr/ible 30Hbl, KOTOPble orvba-
0T BHYTPUMNOYEeYHble cocyabl

Fig. 3. Left kidney sonography with CDFM (color Doppler flow map-
ping). Longitudinal view. Hypoechoic round-shaped areas which
skirt intrarenal vessels are visualized in the projection of pyramids

Puc. 4. Y3W npaBoi TEMEHHOM KOCTU. o4 OTCNOEHHBIM anNOHEBPO30M
onpeaenseTca rmnoaxoreHHasi OAHOPOAHAsA aBacKy/IsipHast TKaHb

Fig. 4. Right parietal bone sonography. Hypoechoic homogeneous
avascular tissue is visualized under the exfoliated aponeurosis
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Puc. 5. MP-Tomorpamma. T2 ¢ nogaBneHWeM CUrHasa oT X1poBoOW
TKaHW. CarntranbHasa npoekumsa. O6bemHble 06pa30BaHUS NpaBo-
ro rnasa v BepxXHUX oTAeNoB NpaBo opouTbl

Fig. 5. MRI scan. T2 with suppression of the adipose tissue signal. Sagit-
tal view. Masses of the right eye and the upper parts of the right orbit

Puc. 7. MP-Tomorpamma. T2. YBenunyeHne o6eunx novek 3a CHeT UH-
hunbTpaumm Nnupamug

Fig. 7. MRI scan. T2. Both kidneys increased due to pyramid infiltration

HAaKOILJIEHHUIO KOHTPACTHOTO Mpenapara 06pa3oBaHUsIM B
npaBoi op6uTe. Clie3Has Keje3a He U3MeHeHa (puc. 6).
CTpyKTypbl TOJIOBHOTO Mo3ra cOpPMHUPOBAHBI IIpa-
BUJIbHO. /luddepeHunanus ceporo u 6es0ro BellecTBa
COOTBETCTBOBAJIa BO3pacTHOH HopMe. OTMedasnach yMme-
pPEHHO BhIpaXKeHHas ruipouedaus 3a cC4eT aCUMMEeTPUY-
HOTO paCIIMpEHUs KEJIYLOYKOB, CYy6ApOXHOUJAIBHBIX
NPOCTPAHCTB, LUHUCTEPH MO3ra. MHUHJAJMHBI MO3XKeYKa
pacnosioxKeHbl Ha 5 MM HIXKe 3aTbLJIOYHOTO OTBEPCTHUS
6e3 MpPU3HAKOB BKJIMHEHHUs. B JieBol moauestoCcTHOU
06J1aCTHU BBISAABJSICA €JUHUYHBIN JUMaTUUECKUN y3es
HelnpaBUJbHOU GOpPMbI ¢ U3BMEHEHHOHN CTPYKTYpOH, He-

Puc. 6. MP-Tomorpamma. T2. AkcnanbHas npoekumns. Matonornye-
CKMe TKaHU B BEPXHUX OoTAenax o6emx opout

Fig. 6. MRI scan. T2. Axial view. Abnormal tissue in the upper parts
of both orbits

pPaBHOMEPHO HaKallJIMBAIOUIMHA KOHTPACTHBIN Ipenapar.
[laTosorudyeckre o6beMHble 06pa30BaHUsl B BelleCTBe
roJIOBHOTO Mo3ra He oGHapyKeHbl. [IoYKM yBeJMYeHBI,
VMeJIM BOJIHUCTble KOHTYPbI, pasMepbl NpaBOH MOYKHU
7,3 x 6,0 x 5,2 MM, 1eBo¥i — 6,5 x 4,0 x 4,7 MM. MP-cursan
OT nupaMuj, u3MeHeH (puc. 7). Onpesensivcb MHOXe-
CTBEHHble peaKTUBHO HW3MeHeHHble Me3eHTepHasbHble
auMdaTudeckde y3Jbl. [leCTpyKTUBHBIX U3MeHEHUH B
KOCTSIX CKeJleTa He BbISIBJIEHO.

PesynbraThl Y3U u KT ckopee cOOTBeTCTBOBA/IU JIUM-
donponudpepaTuBHOMY 3a00JIeBAaHUIO, OJHAKO HeJb3sl
OblJI0 UCKJIIOUYUTb PETHHOGJAaCTOMY ClIpaBa Kak BTOPYIO
ONYXOJIb.

[To fanHbIM MPT u3MeHeHUs B MATKUX TKaHSIX OPOUT,
1efHOM JUM$PaTUIEeCKOM y3Jie MOIJIM UMeTb MeCTO NpHU
aumdonpoandepaTuBHOM 3abosieBaHuU. [laTosnoruue-
CKHMe Macchbl B IpaBoOM Iva3y ciefoBaso AuddepeHpo-
BaTb MeX/JYy KPOBOM3JHUSIHUEM WU NPOSIBJEHUEM OCHOB-
Horo 3a6oJsieBaHusl. U3MeHeHHs B NMOYKaX MOIVIM ObITh
00YyC/I0BJIEHBI BPOXKAEHHOM fucnia3velt, niuddpy3Hoi uH-
dunbpTpanyei MelyJJISPHOrO BellleCTBa [IPY OMYX0/J1€BOM
MpolLlecce UM CHHXPOHHBIM OIyX0JIEBBIM NPOLIECCOM.

[lo panubiM Y3U, KT u MPT usmeHeHu#l B rpyfHOH
KJIETKEe U OPIOIIHOM MOJIOCTU HE 0GHAPYKEHO; pa3Mep U
CTPYKTypa TUMYCa, IeYeHH U cesle3eHKH OblIM HOpMaJlb-
HBIMM.

BosibHOMY BbINTOTHEHA MYHKIMs KOCTHOr0 Mo3ra. [1yH-
KTaT KJIETOYHBIH, 6/1aCTHBIE KJIETKU cocTaBasaau 9,2 %,
MakpodOpMbl C yMepeHHBbIM sJlepHO-LMTOIIa3MaTHye-
CKUM COOTHOLIEHHEeM, 1ipaM{ OKPYIJION ¥ HeNPaBUJIbHON
dopMbl, yMepeHHOHN KpaeBoi 6a30¢uinell LIUTOIIa3MBbl.
B eAuHHUYHBIX GJACTHBIX KJIeTKaX — BaKyoJM3allus, B
YaCTHM U3 HUX IpOoCMaTpHBa/lach HesCHas IblIeBUJHAs
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3epHUCTOCTb. JIuMbonuThl cocraBasau 32,4 %. Jleliko/
3pUTPOHOPMOOGJIACTUYECKOE COOTHOILEHHE He HapylleHo.
MerakapuoLUTHI B JOCTATOYHOM KOJIMYECTBE.

[Ipy MMMYHOJIOTMYECKOM HCCIeJ0BAaHUU KOCTHOTO
MO03ra MeTO/I0M NPOTOYHON HUTO(PIIOOPUMETPUU TPAHY-
JOLUTHI cocTaBasiau 32,4 %, MoHOUUTb — 6,8 %, JHUM-
douutsl — 53,2 %, B-kjeTouHble NpeUIeCTBEHHUKU —
4,6 %, MmuesouiHble IpeilieCTBEHHUKU — 3 %. Omyxo-
JleBble KJIETKHM MMeJHd abeppaHTHbIH MMMyHOQPEHOTUIN
CD4+CD33+CD34-/+CD117+HLA-DR+NG2+. dxcnpeccusi
aHTureHa NG2 Ha JaHHOH NMOMYJ/ISALIUM KJIETOK N103BOJIMJIA
MpeATo0XKUTD NepecTPorKy reHa MLL.

[luToreHeTH4YecKoe Hcclef0OBaHHe KOCTHOTO MO3ra
M03BOJIMJIO YCTAHOBUTb KAapHUOTHUI OJIACTHBIX KJIETOK
46,XY, t(10;11)(p13;923)[3]/46,XY[17]. Ilo paHHBIM
FISH-uccnepgosanusi ¢ DAKO MLL: nuc ish 11q23(5*MLL
con 3*MLL x 1)(5*MLLx1)(3*MLLx1)[5/100]. Takum
06pasoM, IpU CTaHZAPTHOM KapUOTUIIMPOBAHUM 0O6HapY-
»keHa t(10;11)(p13;q23), meTomom FISH — nepecTpoiika
redHa MLL B 5 aapax us 100.

[Ipu TP B KOCTHOM MO3re omnpejesieH XUMepHbIN
Tpanckpunt MLL/AF10.

B HWUU JIOT 6611 mpoBefieH IepecMOTp FUCTOI0THYe-
CKHUX IIpenapaToB ONyX0JIM NpaBOW TeMeHHOH 06J1acTH,
BBINOJIHEHO UMMYHOTHCTOXHMUYECKOEe UCCIe/lOBaHHe, IO
pe3yJibTaTaM KOTOPOr0 YCTAHOBJIEHO, YTO ONYyXOJeBble
KJeTKu 3kcnpeccupoBaiu CD3, CD4, Ki-67 cocraBisn
70 %. B To xke BpeMs peakuuu ¢ CD99, TdT, CD34, CD10,
CD20, CD30, CD56, BCL2, BCL6, ALK, Rb, a Takxe c Bu-
MEeHTHHOM, JJeCMUHOM, MMOTE€HHHOM, CMHANTOPHU3NHOM
OKa3a/IMCb OTpULIaTeJbHBIMU. B pe3y/bTaTe ycTaHOBJIEH
auarHo3 nepudepudeckoil T-kaeTouyHoU AUMOPOMBI,
HeyTOYHEHHOM, YTO He COOTBETCTBOBAJIO JaHHBIM LIUTO-
JIOTUYEeCKOT0, UMMYHOJIOTMYEeCKOI0, IUTOTeHETHUY€eCKOT0
u [N P-uccieoBaHUM KOCTHOI'O MO3ra.

[lepudepudeckue T-k1eToUHbIe TUMPOMBI B IeTCKOM
BO3pacTe BCTPevalTcs KpalHe peJiko, B MUPOBOMU JiMTe-
paType NPUBOAUTCS ONMCaHHe HECKOJIbKUX HaOII0leHUH
[11], B T. 4. c mopaxxeHueM LIHC. Jleye6GHasi TaKTHUKaA He
paspaboTaHa, 3abo0JieBaHUE XapaKTepu3yeTcs IJIOXHUM
nporHo3om [12, 13].

[TockosibKy AuarHo3 nepudepuyeckoit T-KieTOYHOU
JUMOMBI BbI3BaJ 06OJIblIME COMHEHMs], TMCTOJIOTHYe-
CKHMe TpenapaThbl IepecMoTpeHbl B [eMaTo/i0rHYecKoM
Hay4yHOM IieHTpe M3 P®. B npenapatax — HeboJiblne
¢dparmenThl GUOPO3HON TKAHU C sIBJEeHUAMU Jedop-
Mauuy, 1MPOy3HbIM NpoardepaToM U3 KIeTOK CpeHero
pasMepa C OKpYyIJIO-OBaJbHBIMM siipaMH, cJlerka He-
NpPaBUJIbHBIMU KOHTYpaMH si/iep, C pa3JIMYHbIMU He-
60JIbIIMMU UJIU HEOTUETIMBBIMU 1A PbIILIKAMU, 6J1aCTHON
CTPYKTypo# xpoMaTHuHa (puc. 8).

B 'HLL M3 P® 6b110 IpoBeileHO pacliIUPEHHOE UMMY-
HOTMCTOXMMHUYECKOe HCCae/J0BaHUe Ha cpe3ax c napadu-
HOBOI'0 6JI0Ka C UCN0JIb30BaHMEM paclIMpPeHHON NMaHe x
a"tuten k CD3 (ksoH ancuion), CD4, CD19, CD10, CD30,
CD33, CD34, CD45, CD56, CD117, TCR (bF1), PAX5, TdT,
Muesionepokcuzase, ausonumy, TIA-1, rpansumy B, EBER
(ISH), Ki-67.

Knetku onyxosieBoro nposiuepaTta 3KCIPeccHpo-
Basiu CD45. Yactp kJeTok c 6GsacTHoM Mopdosioruei
3KCIIpeccHpoBajla MHesonepokcuzasy, JusouuM, CD4,
CD33, CD117(puc. 9 u 10). [Ipu peakuuu c CD34 kjieTKU
COCYZI0B KalMJ/UISPHOTO THIA IMOJOKUTEJIbHBI, a KJIeTKH

KTMHNYECKAA OHKOTEMATO/TON 4
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Puc. 8. Onyxonb npasoii opouTbl. OnyxoneBblii cybcTpaTt npeacTas-
NEeH KNeTKamu KPYmnHOro u CpeaHero pasmepa C OKpyrio-oBasb-
HbIMWU MNKU CKAagyaTtbiMU siapaMuy, 61acTHOW CTPYKTYpOW xpoma-
TUHA, BbICOKUM SAEPHO-LMTOMNAa3MaTUYECKMM COOTHOLLEHUEM.
Okpacka reMaToKCU/IMHOM U 303MHOM, X400

Fig. 8. Right orbit neoplasm. The tumor substrate is represented
by large and medium cells with round-oval or folded nuclei, blast
structure of chromatine, and a high nuclear-cytoplasmic ratio. He-
matoxylin and eosin stain, x400

onyxoJieBoro npoJsindepara oTpunaTenbHbl. Cpefu oImmy-
X0JIEBOTO CyOCTpaTa pa3po3HEHHO B BHJe HeOOJIBLIMX
CKOILJIEHUH NpPUCYyTCTBOBaaU Mesikve B-ksetku (CD19+,
CD20+), T-knetku (CD3+, bF1) peakTUBHOro XapakTepa,
B T. Y. C LUTOTOKCHUYECKUM HUMMyHOdeHoTHUnOM TIA-1,
rpaHsuM B+. Peakijuu c ocTa/JbHBIMU MapKepaMH B OIy-
X0JIEBBIX KJIETKax OTpulaTesabHbl (B T. 4. ¢ CD10 u TdT)
NIpU MOJIOKUTEJbHBIX BHYTPEHHMX KOHTpoJAX. MHJAekc
npoaudepaTUBHON aKTUBHOCTU Ki-67 cocTaBiasiin .o
60 % KJIeTOK OINyX0/1eBOr0 MHQUIbLTPAaTa Ha COXPaHHBIX
ydacTkax. TakuM o6pasoM, Mopdosioruieckas KapTUHa U
MMMyHO}EeHOTHUI XapaKTepHU30BaJIU CyOCTPaT OMyX0JIH Ie-
MOTO3TUYECKON NMPUPOAbl C MUHUMaIbHON MUEeJOUAHON
auddepenipoBkoi, ckopee MC, cy6ctpat MO-OMJIL.

JauHbix 3a 1uMmdomy, B-, T-, NK-1unelnyw audode-
PEHLIUPOBKY OIMYX0JIM He BbISIBJIEHO.

YuuThiBass TNOpa)KeHUe I04eK U HEeBO3MOXKHOCTh
MOJTHOCTBIO UCKJIIOUUTh HaJIMUMe CHHXPOHHOTO OIyXoJle-
BOT'0 NpOIlecca, pellieHo BbINOJHUTb GUOICHIO OMyX0JIH
NpaBo¥ Mo4yku noJ koHTposeM Y3U. [Ipu rucrosoruye-
CKOM MCCJIelOBaHMH NOJIy4YeHHOT0 MaTepuaJsa U3 MOYKHU
Mopdosioruyeckass KapTHUHaA aHaJOrM4Ha TaKOBOH B
OMYXOJIU NpaBoi TeMeHHOU o6s1acTu — MC.

C y4yeTOM KJHMHHUKO-1abOpaTOPHBIX U HHCTPYMEH-
TaJIbHBIX JIaHHBIX ObIJI yCTAaHOBJIEH KJIMHWYECKUH Aua-
THO3: MUeJIOW/IHasl CapKoMa C opaXkeHHeM 006erx opouT,
MpaBoro r/a3a, NpaBol TeMeHHOU 06J1acTH, MOYeK,
KocTHoro mMosra. [lopaxkenue LIHC. BapuanT MO. Beicokuit
puck. CocTosiHMe Tocje GUOIICUM ONMYyXOJH NpaBoOd Te-
MeHHOU o6usiactu (24.02.2015), 6uoncuu npaBod MOYKHU
(18.03.2015).

BosibHOM 6b1J1 BKJIIOUEH B IpoTokos AML-BFM-2004 c
BaJIbIIPOEBON KUCJOTONW U TPETUHOUHOM.

Ha 15-#1 JeHb Tepanmuu NyHKTAaT KOCTHOrO MO3ra
KpaliHe Ge/leH KJIeTOUYHbIMM 3jieMeHTaMHu. [lojcueT npo-
BeJieH Ha 100 kseTok. baactHble kjaeTku — 1 %, auMdo-
UHble 3ieMeHTbl — 87 %. MerakapuoLUThl He HalIeHBbI.
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Puc. 9. Peakumnsa c aHTUTENOM K MMenonepokcmngase. Yacrtb onyxo-

NEeBbIX KIETOK MonoXxutenbHa (MemOpaHHo-LMTOMNIasMaTnyeckas
peakuuns). UmmyHoepmMeHTHbIR MeToa, X630

Fig. 9. A reaction with an anti-myeloperoxidase antibody. A num-
ber of tumor cells are positive (membrane-cytoplasmic reaction).
Immune-enzyme analysis, x630

[locse WHAYKLHMOHHOM XUMHOTepanuy pa3BUJIACH
alnJa3us KpoBeTBopeHUs IV cTeleHU ¢ aHeMuel, reMop-
paruyecKMM CHHJApPOMOM (KpOBOM3J/IMsSIHME B CKJIepy
npaBoro riasa), ¢ebpunbHOil HelTpomneHueit. I[IpoBo-
JUJINCh 3aMeCTHUTeJIbHble TpaHCPy3UM KOMIIOHEHTOB U
IpenapaToB KPOBH, aHTHGAKTepHalbHas Tepanusl.

[Tocsie 1-ro 6;10ka UHTEHCUBHOW NOJIMXMMUOTEPANUU
(ITXT) no cxeme AIE oTMeueHO yMeHbIlIEHUE OTeKa U TUIe-
peMuu Bek cnpana, cHkeHue JI/IT ¢ 3500 go 1600 EJI /1.
PeGeHok cTas 60/iee aKTUBHBIM, YMEHBLIUJINCh pa3Mepbl
OIyX0JIeBOr'0 06pa30BaHUs NMpaBOW TeMEHHOU 06J1acTH,
OpOUTHI.

OcMmoTp odTanbmosora (anpenb 2015 r): Vis OD =
0; Vis OS = npegmeTHoe 3peHue. OD — 3k30dTaNbM OT-
CYyTCTBYeT, [0 Kpar OpOUTHl 006beMHble 0Opa3oBaHUA
He TNaJbIUPYIOTCS, OTEK BeK U KOHBIOHKTHUBBI IJ1a3a,
poroBulia MyTHas, NepefHss KaMepa MeJikasi, py6eos
paZy>KKH, 3pa4oK HellpaBUJIbHON popMbI € pecTOHYAThIM
KpaeM, B niepe/iHell KaMepe KpOBsIHbIE CI'YCTKH, I1y6xKe-
Jiexkalie cpefibl He npocMatpuBatoTcsa. OS — 6e3 naro-
Joruu (puc. 11).

[lo pannbiM Y3U, npoBeseHHOro mnocjae 1-ro Kypca
[IXT, oTMedeHa noJioKUTeNbHas JuHaMuKa. O6pa3oBaHue
B BepXHEHApY>KHbIX OTAeJsaX NMpaBOHd OpOUTHI COKpATH-
Jockb 10 1,4 x 1,0 x 1,2 cM, ©UMeJs1o CpeJHIOI 3XOTe€HHOCTb,
HeuyeTKHe KOHTYpHI. [IpaBblil I/1a3 He yBesndeH, Aedop-
MUpoBaH. Omnyxosib B 3aJlHEHApPYXKHBbIX OTJeJsax [Jas3a
cokpaTtuiaach o 1,6 x 1,1 x 1,5 cM, KOHTYpbI ee YETKHUE,
3XOTeHHOCTb CpeJiHsIs C eAMHUYHbIMU IMIIep3XOTeHHbIMHU
Bkaw4YeHusiMu 0,1-0,2 cM. CTeK/JI0BUIHOE TeJI0 HEeOJ4HO-
pofiHoe. XpyCTa/lMK CMellleH MeJUa/bHO U POTHPOBaH.
JleBasi op6UTa — 6€3 MaTOJIOTUYECKHUX U3MeHeHUH. Pa3-
Mepbl N04YeK He3HAYMTeJbHO 60Jibllle HOPMbI, KOHTYPbI
pOBHBIE: NIpaBasd nodka — 6,6 x 3,3 x 3,4 cM, napeHxUMa
1 cM; neBad no4dka 6,4 x 3,4 x 4,0 cM, napenxuma 1,1 cm.
Cyion napeHxuMbl JuddepeHIMPOBaHbl, KOPKOBBIN CJI0H
0,4 cm, mo3roBo#i 0,8 cM. B mpoekiuu nupamMuJ; MHOXe-
CTBEHHble TOYeYHble THIEePIXOreHHble BKJIIOYEHHUS.
O6beMHBIe 06pa30oBaHUsl B IOYKAX He ONpejesisiiuCh.
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Puc. 10. Peakuus ¢ aHtutenom k CD33. Onyxonesble knetkn CD33-
No3nTMBHbI (MeMbpaHHas peakuus). VMIMMyHOMEepMeHTHbI Me-
Toa, x630

Fig. 10. A reaction with anti-CD33 antibody. Tumor cells are CD33-
positive (membrane reaction). Immune-enzyme analysis, X630

Puc. 11. ToTanbHbI remodTanem 1 rudpema (KpoBOU3NIMAHNE B Ne-
peaHIolo KaMepy rnasa)

Fig. 11. Total hemophthalmus and hyphema (hemorrhage in the an-
terior chamber of the eye)

Yame4yHo-/10XxaHOYHasl CUCTeMa IIOYeK He paculMpeHa.
KpoBoTok npoc/iexuBascs 10 KOPKOBOI'O €101 BKJIOYU-
TeJIbHO, He 00e/IHEeH.

[Ipu npoBezseHun MPT Takke OTMedeHa MOJIOXKHU-
TeJibHasA JUHAMHUKa: pa3Mepbl ONyX0oJH NpaBOd OpOUTEI
cokpatuauchk o 1,7 x 1,5 x 1,9 cM, cTpykTypa cylie-
CTBEHHO He H3MeHMWJIaCh, COXPaHAJOCh HHTEHCUBHOE
HaKOIJIEHHe KOHTpacTHoro npenaparta. [Jedopmanus
MpaBoro rjas3a ¥ BOPOHKOOOpa3Hasl OTCJOHKa ceT4aTKH
¢ reMoQTaJbMOM. 3pUTENbHbIA HEPB, MBIIILbI, CJe3Has
)Kese3a — 6e3 ocobeHHocTel. JleBasg opb6uTa: KpaiiHe
HeOTYeTJIMBO ONpe/eisiJIoCch IMH30BU/JHOe 06pa3oBaHue
B BEPXHUX OT/e/1aX JIeBOW OpOUTHL. Pa3Mephl ero ymeHb-
mmanck 0 0,5 x 0,2 x 0,5 cM, CTpYKTypa ¥ XapaKTep HaKo-
IIJIEHUs] KOHTPACTHOIO IpenapaTa npexHue. B ocTajbHOM
JieBasi opbuTa 6e3 ocobeHHOocTel. MP-cUrHa OT KOCTHBIX
CTPYKTYp He U3MeHeH. OTMeyallCh OTEK U yTOJIlleHHe
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CIU3UCTBIX 060JI04eK NMPUAATOYHBIX NMa3yx Hoca. PaHee
onpenensiBUIMiicad AUMpaTUYeCKUN y3es B JIeBOU MOJ-
YeJIDCTHOM 06s1acTU yMeHbliniIcs 10 0,8 x 0,6 cMm.

B nyHkTaTe KocTHOro mMo3sra nepef, 2-mM Kypcom IIXT
6J1aCTHbIE KJIeTKH He 0OGHAPYKEeHBI.

[Tpu npoBenenuwu [P-uccnesoBanns KOCTHOro Mo3ra
3Kcnpeccust xuMmepHoro reHa MLL/AF10 He oGHapy»KeHa.

CnyMHHOMO3roBasi KUJKOCTb NPU LIUTOJOTHYECKOM
vccie,0BaHUU — 6e3 NaTOJIOTHH.

TakuM o6pasom, nocse 1-ro kypca [IXT oTmeveHa no-
JIO)KUTeJIbHasl AUMHAMUKA B BH/le CAaHALIMM KOCTHOI'0O MO3Ta
(mo ganHbIM 1HUTONOTrMYeckoro u IILP-uccienoBanuit),
MOJTHOM perpeccuu omyxoJ/ieBblX 06pa3oBaHUU B MOYKaX,
COKpallleHUs ONyX0JIH JieBOoM op6UuThl Ha 88 % U cTabuIu-
3aliMM OIYX0JIEBOI0 Npoliecca B IPaBoOi opOuTe.

B mae 2015 r. B COOTBETCTBHU C MPOTOKOJIOM JIEUEHUS
6611 ipoBesieH 6s10k HAE. OTMevasnoch pa3BUTHE allla3uu
KpoBeTBopeHus IV cTenenu ¢ GpedbpuibHON HEUTpoeHUEN.
[IpoBoAMIMC 3aMeCTHTE/IbHbIE TPaHCPY3UH KOMIIOHEHTOB
Y [IpenapaToB KPOBH, aHTUOAKTepHa/IbHas Tepanus.

[locse KynupoBaHHS Pa3BUBIIMXCA OCJIOXKHEHUH
pebeHok ocMoTpeH odTanbmosioroM. Vis OD = 0, Vis
0S = npegMeTHOEe 3peHUe. OS — 6e3 MaTOJIOTKH, 110 Kpato
OpOUTHI NaJbIATOPHO 6€3 06'beMHbBIX 06pa30BaHUM, IJ1a3
CTIIOKOEH, Ha [VIa3HOM JiHe 6e3 naToJsioruu. OD — nTo3 Beka
I cTeneHy, no Kpaw opOoUTHI 06beMHbIe 06pa30BaHUs He
NaJIbIIMPOBAJIACh, IJ1a3 CIOKOEH, YMeHblIeH B pa3Mepe,
JKeJITYIIHbIA OTTEHOK CKJIephbl, POroBUIIAa Npo3pavyHas,
nepesHss KaMepa He AuddepeHIMpoBasach, paAyKKa
M3MeHeHa B IBeTe (3eseHas), AedOpMUpPOBaHa, 3pavy0K
HenpaBWJbHOU  GopMbl, pedJieKC KeJTO-3eJIeHbIH,
XpyCTaJMK MYTHBIH, CHasgH C paJy>KKoH, MOJBBbIBUXHYT,
JleTaJlv TJIa3HOTo iHa He 0pTabMOCKONMpPOBaIUCh. [Ipo-
THO3 /1)1 COXpaHEeHHUs NPAaBOTro I/1a3a MJ0X0MH.

[lo faHHbIM Y3U: seBasgt op6uUTa — I1a3 He U3MEHEH.
JlonosHUTeIbHBIE 06pa30BaHUsl B OpOHUTe He BbISIBJIEHBI
[IpaBas opbuTa — m1a3 JedopMUPOBaH, NepeaHe3aHUN
pasMep ykopoyeH. BopoHkooGpa3Hasi OTC/OMKa ceT-
YyaTKU. Pa3Mepbl aBaCKyJIIPHOM TMIIO3XOI€HHOW OIyXOJIH
B 3a/lHeJlaTepa/IbHbIX OTJejlaXx IVlada COKPaTHJ/IUCh [0
1,3x1,1 x1,1 cM. CTpyKTypa CTEKJIOBUJHOI'O TeJla HEOLHO-
PO/iHa, TOBBIIIEHHOH 3X0reHHOCTH. CoXpaHsAeTCsl 0/ BbIBUX
XpYCTa/IMKa. IXOreHHOCTh 06pa30BaHMs B BEPXHUX OT/eax
IPaBOH OPOUTHI TOBLICUJIACK, pa3Mepbl HECKOJIbKO COKpPaTH-
aucb—1,3x0,9 x 1,1 cM. Pa3Mepbl oyek B Ipeiesiax HOpMBI,
KOHTYPBbI pOBHbI€e: TpaBasi mouka — 5,9 x 3,3 x 3,4 cM, napeH-
xuma 1,2 cm; jieBast mouka — 5,4 x 2,9 x 3,0 cM, napeHXUMa
1 cm. Cion napeHxuMbl JuddepeHIMpoBaHbl. B npoeknuu
NUpaMHJ, ONpeJesIIIOTC  MHOXKeCTBEHHble TO4YeYHble
rUIepaxoreHHble BK/IIOYeHUs. KpOBOTOK Mpoc/ieXuBaeTcs
J10 KaIcyJibl, He o6eaHeH. [Ipu npuessHoM Y3U 06beMHbIe
06pa3oBaHHs B NIOYKaX He onpeJessaoTcs. YaleyHo-ioxa-
HOYHasl CUCTeMa II04eK He paclIMpeHa.

[lo manueiM MPT oTMevanach JaJibHeHllass II0-
JIO)KUTeJIbHAsl JAWHAMMKa. PasMepnl omyxoJsid mNpaBoH
0pOUTHI coKpaTuauch Ao 1,3 x 1,3 x 1,6 cM, UHTEHCUB-
HOCTb HaKOIIJIEHUs] KOHTPACTHOTO BelleCTBa CHU3MUJIACh
(HakomnJsieHue Mo nepudeprH, LeHTpaJbHble OTAe/bl He
HaKalJUBalT KOHTpacT). CocTosiHWe npaBoro rjaasa 6es
JIUHaAMUKHU (gedopMaliusi U BOPOHKOOOpa3Hasi OTCI0MKa
ceT4yaTkd, reModTanbM). 3pUTENbHbIM HEPB, MBILIIHI,
cae3Has kejne3a — 6e3 ocobeHHocTel. JleBasg op6uTa:
paHee onpeJesisiBlieecss 06pa3oBaHue He BbISBJIEHO.
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[Ipy Hccaef0BaHUM NMYHKTAaTa KOCTHOTO Mo3ra Ipu-
3HAKH ero NopakeH!sl OTCyTCTBYIOT.

3-i1 kypc npoTtokosia AML-BFM-2004 c BasbnpoeBoi
KHCJIOTOW Y TPeTUHOMHOM ObLI NpoBeJieH Mo cxeMe Al
(uronb 2015 ).

[locne KynupoBaHHS OCJAOXKHEHUH NpoBeJeH od-
TaJbMoJioTudeckut ocmoTp: Vis OD = 0, Vis OS = npeza-
MeTHoe 3peHHe. OD — nTo3 Beka | cTeneHy, 1Mo Kpato
op6UThl 0O6beMHble 06pa30BaHUsI He MNaJbIUPYIOTCH,
IJ1a3 CIIOKOEH, YMeHbllIeH B pa3Mepe, XeJTYIIHbIH OT-
TEHOK CKJIEPHI, POroBHLa [IPpO3payHas, NepeHss KaMepa
He auddepeHnupyeTcs, pajy’kka H3MeHeHa B IBeTe
(senenast), pedopmupoBaHa, 3pavyoK HeNpaBUJIbHOU
dopmbl, pedieKc KenaTo-3e/IeHbIH, XPYCTAJIUK MYTHBIH,
cnasiH ¢ paJy>KKoH, MOABBIBUXHYT, JleTa/u IVIa3HOTO JHa
He opTanbMocKonUpytoTCcs. OS — 6e3 naTo/0ruu. 3aKJi-
yeHue: 0D — cybatpodus riaza (puc. 12).

4-11 kypc [IXT npoBeneH o cxeme haM (utosb 2015 1),
a 5-i1 — no cxeme HAE (aBryct 2015 r.).

[To JaHHBIM KOHTPOJIbHBIX 06caenoBaHui mocse [IXT
B KOCTHOM MO3re COXpaHsJach PeMHUCCHs, NIPU LUTOJIO-
TUYeCKOM MCCJIelOBaHUHU CIMHHOMO3I0BOM KUAKOCTH —
6e3 NaToJIOrM4ecKUx U3MeHeHHH.

[Tocne OkOHYaHUSI OCHOBHOrO 3Tama Tepamuu IO
JaHHbIM Y3U (cenTsabpp 2015 r.) nmpaBelii a3 jgedop-
MUpOBaH, YMeHblleH B pa3Mepax, IepeJHe3aJHUN
pasmep — 1,2 cm. CTpyKTypa I/1a3a HapylleHa, I0J0CTb
BbINOJIHEHA TMII03X0T€HHbIM aBaCKyJIsIpHBIM CyGCTPaTOM,
XPYCTaJIMK CMellleH, Kallcy/Jla ero ymjoTHeHa (puc. 13).
Y6eAuTeNbHbIX NPU3HAKOB HAJIMYUsl ONYX0J1€BON TKaHU
B BepXHEHapYXHbIX OTAesaXx 06eux OpOoUT He BbISBJIEHO.
[Ipu Y3U 6pro1HoH M0J10CTH, 3a6PIOIMHHOTO NIPOCTPaH-
CTBa M MaJIOro Tasa JONOJHUTEJbHbIX 00pa30BaHUH,
yBeJIMUEeHHbIX JUMbAaTHYECKUX y3JI0OB He OOHapy»KeHO.
[leyeHb, cesie3eHKa, NMOJKeJyJ0OuHasl >Keje3a He YyBe-
JINYeHbl, 00bIYHON Y3-cTpyKTypbl. Pasmepbl mNouyek B
npejiesiax HOPMbI, KOHTYPbl pPOBHbIE: NpaBas NoYKa —
6,6 x 2,7 x 3,2 cM, napeHxuma 1,2 cM; JieBasd Moyka —
59 x 2,6 x 2,9 cm, napenxuma 0,9 cm. Ci1ou napeHXUMbI
JuddepeHIIMPOBaHbl, KPOBOTOK IPOC/TEXUBAETCA [0
Kancysbl. YaleyHo-/10XaHOYHasl CHCTeMa He pacliMpeHa.
O6beMHble 06pa3oBaHUA B TIOYKaX He ONpeessaoTcs.

Puc. 12. Cy6aTtpodmsa npaBoro rnasa (ohTanbMOCKONMs)

Fig. 12. Subatrophy of the right eye (ophthalmoscopy)
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Puc. 13. ¥3WM npaBoro rnasza. CarutranbHaa npoekuus. [nas ge-
dopmupoBaH, 6eCcCTPyKTYPEH, KOHTYPbI HeveTkne

Fig. 13. Right eye sonography. Sagittal view. The eye is deformed,
unstructured; its borders are indistinct

Puc. 15. Lintonornyeckoe nccnegosaHne nukeopa. B npenapare,
NPUroTOBNEHHOM Ha LUMUTOCMNNHE, — obunmne muenobnactos. Okpa-
cka no PomaHoBckomy—I[ nm3e, x100

Fig. 15. Cytological test of the cerebrospinal fluid. There is plenty
of myeloblast in the sample prepared in cytospin. Romanowsky-
Giemsa staining, x100

[Ipu npoBegenuu MPT (cenTsa6ppb 2015 1.) oTMeueHa
JlaJibHeH11as T0JIOKUTeIbHasA JUHAMUKa. PasaMepbl paHee
onpefie/sABlLIErocss 06’beMHOTO 00pa3oBaHUsS B BepxHe-
JlaTepaJIbHbIX OTAesaX NpaBod OpOUTHI COKPATHUIINUCh [0
1,1 x 0,7 x 0,8 cM. CTpyKTypa HECKOJIbKO M3MEeHHUJACh:
COJIN/IHAsA C BBICOKHM COZlep>kaHueM KpoBH/6Geska. [Ipu
BHYTPUBEHHOM JAMHAMHYeCKOM KOHTPACTUPOBAaHHUM Ha-
KOIlJIeHWe NpenapaTa o6pa3oBaHUEM B IpaBod opb6uTe
He npoucxoauso. [IpaBelil I71a3 yMeHblIeH B pa3Mepax,
JebopMupoBaH, ¢ npusHakamu ¢ubposa. CTpykTypa
cJ1e3HOM KeJie3bl HeoJHOpoHa (puc. 14).

B JsieBoit opOUTe MaTOJIOTMYECKUX 0O BEMHBIX 06pa-
30BaHUH He BbIsiBJeHO. COXpaHseTCsl He3HAaYUTebHbIN
OTeK CJHU3UCTBIX 060/104eK BO3AYIIHBIX T4yeeK COCLeBU/ -
HOTO OTPOCTKa NpaBOM BUCOYHOH KocTU. OTMeuaeTcs
OTEeK U He3HauMuTeJbHOe YTOJILleHHe CJIU3UCTBIX 060-
JIoueK NPUAATOYHBIX NMa3yX Hoca. JluMmdaTuieckue y3Jbl
NpeXHUX pa3MepoB U GOPMBI.
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Puc. 14. MP-Tomorpamma. T2 ¢ nogaBneHMeM curHana oT XUpOoBOW
TKaHW. AKcranbHaa npoekuus. MNpaBblii rNas yMeHbLUeH B pa3me-
pax, aechopmmpoBaH

Fig. 14. MRI scan. T2 with suppression of the signal from adipose tis-
sue. Axial view. The right eye decreased and is deformed

CnenoBaTtesnibHO, 0 AaHHbIM Y3U u MPT umerorcs
npusHaku fedopMmanuu u ¢ubpo3a nNpaBoro rjaasa, oT-
CYyTCTBHE aKTMBHOM OMyx0/ileBOW TKaHU B IPaBOM IJa3y
1 06erx opouUTax.

B coorBeTcTBUMM c mporokosoM AML-BFM-2004 B
okTsA6pe 2015 r. HayaTo NoOAJepKUBalollee JedeHUe
(BasibIIpOeBasi KUC/I0TA, TPETHHOWH, IIUTapabuH, MepKarl-
TONYPUH).

[TockoJIbKY NpaBbIi I71a3 He BBIMOJIHSAI CBOU QYHKIMY,
OblJ1 yMeHbllIeH B pa3Mepax, YTO NPensiTCTBOBAJIO GOPMHU-
POBaAHHUIO U POCTY KOCTeH JIMLeBOI'O CKeJleTa, ObLI0 NpH-
HSITO pelleHre O ero aHykJiealdu. [Ipu ructosioruyeckoM
WCC/IeJOBAHUHU Y/laJIeHHOIO I/1a3a PU3HAKOB OINyX0JIM He
o6Hapy»xeHo. [IpoBesieHO IpoTe3upoBaHue IPaBOro IJ1a3a.

B Hos16pe 2015 r. (uepe3 2 Mec. OT Havyasa NoAzdep-
JKUBaIOLIENd Tepanuy) Npu ouyepefHON CIMHHOMO3TOBOM
MYHKLUM B JIMKBOpe LIUTO3 cOCTaBUJ 20 KJETOK/MKJI,
cpeZiv KOTOPBIX Tpeobia/jaiu Mueno6acTel (puc. 15).

[Ipy KMMMyHOMEHOTUNMPOBAaHUM MHes06J1aCTHAsA
NpUpO/a OMYXOJIeBbIX KJIETOK Oblaa  IOJTBEpX-
JleHa — ompejeseH abeppaHTHbIA HMMYHOPEHOTHUI
CD45lowCD34+CD117+CD33+.

[lo faHHBIM MUeJOTpaMMBbl 6JIaCTHble KJETKH B
KocTHOM Mo3re cocTtaBisau 0,4 %, Ho no gaHHbIM [I1P
KOCTHOr'0 Mo3ra BbIsiBJeH TpaHckpunt MLL/AF10, yto
NoATBepJUI0 nporpeccupoBaHue MC c BoBJeueHUEM
KOCTHOTO MO3ra.

[Ipu nposesenuun KT, Y3U naTtosorudyeckux HsMe-
HEHUM CO CTOPOHBI OPTraHOB TPYJHOUN KJIETKH, OPIOLIHON
nosiocTu He BbiaBJeHO. [lo panHbiM MPT rosioBHOrO
Mo03ra — 6e3 U3MeHeHUH.
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KoHcTtaTupoBaHo nporpeccupoBanue MC ¢ nopaxe-
HueM LIHC u xocTHOro mos3ra. [lonbiTKa Tepanuu BTOPOH
JINHUY C BKJIIOYEHHEM a3alUTH/IMHA U CIMHHOMO3TOBble
MYHKLHUU C UHTPaTeKaJbHbIM BBeJleHUEM MeTOTpeKcaTa,
nMTapabMHa M IpeJHU30JI0HA He INpUBeJd K HOpMa-
JIN3allUM LUTOJIOTMYECKOr0 COCTaBa CIMHHOMO3IOBOM
xuzakoctu. [locse [IXT npu rny6okod amia3suu KpoBeT-
BOpPEHUs] JUarHOCTUPOBaHa /BYCTOPOHHSS MHEBMOHHS.
HecMoTpsi Ha NpOBOAMMYI0 aHTUOAKTepHUalbHYH U
NPOTHUBOTPHUOKOBYI0 Tepanuio, pa3BUJICA HEKOHTPOJIU-
pyeMblll cenTHYeCKUH Npoliecc, KOTOPbIM U MOCHYXKHJ
NPUYMHOM JIeTaJIbHOTO UCX0Aa.

3AK/TIOMEHUE

Penkue BapuaHTbl MHENOWJHBIX OIYyX0Jed CO3/JalT
6oJibllIMe JUArHOCTUYECKHEe TPYAHOCTH, YTO JeMOH-
CTpUpyeTCcs B IpeJiCTaBJeHHOM HaMHU KJIUHHYECKOM
HabJII0JleHUH, KOT/la OT BpeMeHU NepBbIX CHMIITOMOB 3a-
60J1eBaHUA 10 OKOHYATEJbHOTO JJUarHo3a Npouwio 3 Mec.
OTtcyTcTBUe crnenuduyeckux cumntoMmoB MC, moaumop-
$U3M KJIMHUYECKUX TpOsIBJEHUH U Heo6XOAUMOCThb
KOMIIJIEKCHOTO aHa/iM3a OIyX0JIeBOro cybcTpaTa, BKIIIO-
Yalllero LUTOJOTMYeCKHe, UMMYHOTHCTOJIOTUYECKHE,
LIUTOTeHeTHUYeCKHe U MOJIeKYJISIPHO-OM0I0rMYecKre uc-
c/1e/l0BaHMs, He TI03BOJIMJIM IIepBOHAYaIbHO YCTAaHOBUTD
Juarto3 MC. [l uckarodyeHus: NoJ0OHBIX UAarHOCTHYe-
CKHUX CUTYyalM¥ He06X0JUMO NPU peIKUX ONyX0JIaX LKpe
MCIO0JIb30BaTh NPUHLMI «second opinion», mpexaycMa-
TPUBAMILUHI HCCIeJOBaHUE ONTyX0JeBOM TKaHU B Pa3HbIX
CrelMaJu3UPOBaHHbIX pedepeHCHbIX JabopaTopHUAX.
Juddepennpanbuyo guarHoctuky MC cienyeT mpoBo-
JUTb He TOJIbKO C HEXO/PKKMHCKHUMHU JUMPOMaMHU, HO U
C pabgoMHUOCApPKOMONW U PETUHOOLJACTOMOM, 0COGEHHO
NP OMYX0JIEBOM NOPaXeHUU CTPYKTYP IV1a3a U OPOUTHI.
B nosi06HbBIX cUTyalMsaX 00513aTe/IbHbIM IPU3HAETCS UM-
MYHOTHCTOXHMHUYECKUH aHa/NN3 3KCIPeCCHUU BUMEHTHHa,
JleCMHUHa, MMOTeHMHa, CMHanTopu3rHa U Rb.

Cpeay sny4eBbIX MeTOJOB JAMArHOCTUKHU NpPU Mopa-
>KeHWH IV1a3HOTO s16J10Ka C/1elyeT CONOCTaB/IATh JaHHbIE,
nosiydeHHble npu Y3U u MPT, nockosibky Y3U nossosser
JuddepeHIMpPOBATh MOpakeHHble CTPYKTYPblI U BBISAB-
JISITh OTCJOMKY ceTyaTku Aaxke Ha 0,5 MM. [Ipu nopaxkeHUU
op6utsl MPT sB/isieTCs1 MeTOZ0M BbIOOPA, TOTAA KaK MpHU
BOBJIEYEHHHU B OINyX0JIeBbIN Npolecc ouyeK (0co6eHHO Y
JleTell paHHero Bo3pacTa) KOMILJIeKCHasl JIyyeBasi JuarHo-
CTHUKa c npuBJiedeHueM Y3U u MPT nosBoJsisieT nony4uTb
Haub6oJiee NOJHY0 UHPOpPMALUIO.

HecMoTps Ha ysyuiiarompecss BO3SMOXXHOCTH AUArHo-
CTHKH, pe3y/bTaThl edeHuss MC ocTaloTcsl HeYZ,0BJIETBO-
puTeabHBIMU. PenuauBel pasBuBaroTcsa dacTto. OmyxoJib
HepeJKO XapaKTepu3yeTcsl IepBUYHO-PE3UCTEHTHbIM
TedyeHueM. Jledenue MC npoBojgUTCA IO IPOTOKOJIAM,
paspaboTaHHbIM Ajs OMJL
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